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[leTckas

AEPMATOOHKO/I0rUs
PyKoBOACTBO A1 Bpayei

® B pykoBoacTBe npencTaBfeHbl COBPEMEHHble AaHHbIe
B 0611aCTV AMArHOCTUKN U JleHYeHUs LLIMPOKOro crnekTtpa
3aboneBaHnn C [epMaToNiorm4ecKMMN MNPOSABIEHUAMM
y MauueHToB OETCKOro Bospacta. PasnuyHbie HOBOOO-
pasoBaHusl, B TOM YUCNEe 3/10KaYeCTBEHHbIE, Y OETEN OT-
nmM4aroTcs 60MbLLIOY BapnabenbHOCTbIO U MOTYT ABNATLCSA
KakK npu3Hakamu CamMOCTOATENbHbIX 3aboneBaHuin, Tak
M CMMOTOMaMmn KOMIMJTEKCHbIX NaToONOrni.

® [lndpbcbepeHumanbHas guarHocTnka B AETCKOW Aepmaro-
OHKOMOrMM 0O CUX MOp MpeacTaBnseT ClOXHOCTU U3-3a
OTCYTCTBMS Y Bpavyeln OHKONOrMYeCKON HAaCTOPOXXEHHOCTH
N HM3KOW OCBEOOMJSIEHHOCTM O pasHoobpas3nn HO30J10-
rMn cpeay NaumeHToB OETCKOro Bo3pacta. B HacTosLem
pykoBOACTBE NPeACTaBneHbl KIMHUYEeCKMe, rMCTOoNoru-
4YecKkre, MMMYHOrMCTOXUMUYECKME N MOSIEKYTAPHO-TeHe-
TUYECKMEe XapaKTepUCTUKM MUIMEHTHbIX U COCYOUCTbIX
HOBOOOPA30BaHNA KOXW, NMMMAGO- U Muenonponudepa-
TMBHbIX 3ab0neBaHun C OepMaToNnornMYyeckMMmn MposiB-
neHusamun. LLnpoko o6cyxparTca MeTofbl BEAEHUs1 STON
CMOXHOW rpynnbl NAuneHTOB, KOTOpble, MOMMMO Tpagu-
LIMOHHbIX METOAOB — JIy4EBOW Tepanum 1 XmMpyprmuyecko-
ro fievYeHunsi, MOryT BKOYaTb NIEKapCTBEHHYIO Tepanuio,
COMPSDKEHHYIO C pasnuyHbIMK BapuaHTamu OepmMaTono-
rmyeckon TokcunyHocTn. Ocoboe BHUMaHWe yOeneHo re-
HOepmMaTo3am BbICOKOrO OHKOSIOrMYECKOro pucka, ans
KOTOPbIX XapaKTepeH OJUTENbHbLIN npeganarHocTnye-
CKkui atan. KHura npekpacHoO UnnocTpupoBaHa — conep-
XUT 400 yHMKanbHbIX poTorpaduin CO6CTBEHHbLIX KITMHN-
YeCcKMX HabNoOEeHNN aBTOPOB.

® PyKOBOACTBO NpefHa3Ha4YeHo LIMPOKOMY Kpyry Bpaden-
KMVHUUWCTOB: neguatpam, OETCKUM OHKOoram, remaro-
noram, gepmartosfioramMm, OeTCKUM XUpypram, reHeTukam,
MMMYyHOSoram, anneprofnoraMm M gpyrumM cneyuanucram.
MagaHve Takxe npencrtaBnseT HECOMHEHHbIN MHTepec
ONs Hay4HbIX COTPYOHWKOB, 3aHATbIX (PyHOAAMEHTasbHbI-
MU UccnefoBaHNsaIMM B 0651aCTU MONEKYNSAPHON FreHETUKM
N pa3paboTKm MHHOBALMOHHbLIX METOAVK B OMArHOCTUKe
M NeYeHnn OHKONTOrM4yecKknx 3aboneBaHun.
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PEJAKLNOHHAA KONNErnsg

Araymnaxanos  ®azoun  WMHosiToBMY, unen-koppecnondenm — PAH,  0.0.n.,  npogpeccop, — nayumwii  pykosodumens — Llenmpa — meopemuueckux
npobaem Qusuxo-xumuueckoi gapmaronoeuu PAH, npogeccop ®I'BOY BO «Mockosckuii eocydapcmeennviii ynusepcumem um. M.B. Jlomonocosa», 3aeedyrousuii
omadenom Ouogusuku u cucmemnoil 6uonoeuu u aabopamopueti 6uogpuszuxku DIBY « Hayuonanvholii MeOUUUHCKUL UCCA008AMENbCKUL UEHMP OCMCKOL 2eMamono2ul,
oHKon02ulU U uMMyHOno2uu um. [Imumpus Poeaveea» Munzopasa Poccuu (Mockea, Poccus)

Benoryposa Mapraputa BopucoBna, d.um.H., npogeccop, 3asedyouas demckum oHkonoeuveckum omoeseruem I'bY3 «Cankm-Ilemepbypeckuii KauHuueckui
HAYMHO-NPAKMUYECKUL YeHMD CReyUuanu3upo8aHHblX udo8 MeOUUUHCKol nomowu (oHKoao2uueckuil)», npogeccop kagedpsl neduampuu, mMeouKo-coyuanbHoil
aKcnepmusol U peabusumayuu  demeii-unearudoe DIBY  JII0  «Cankm-Ilemepbypeckuii  uncmumym  yco8epuieHCmeo8anus — 8paueli-dKCnepmos»
Munmpyda Poccuu, eéedywjuii Hayunbiii compyOHUK uncmumyma onkosoeuu u eemamonoeuu PI'BY «Hayuonanshoii meduyunckuil ucciedosamenscKui yenmp
um. B.A. Aamazoea» Munzdpasa Poccuu (Cankm-Ilemepoype, Poccus)

Basues Tumyp Teiimypa3oBuy, 0.m.1., 3a6edyrowuii omoeseHuem 0emcKoll OHKOAOUU U 2eMamonoeuu (Xumuomepanus eemoonacmosos) Ne 1 HUH demckoi
oHkonoeuu u 2emamonoeuu um. axad. PAMH JI.A. Jlypnosa @I'BY «Hayuonanvhwlii meouyunckuii ucciedosamensckutl yenmp onxoaoeuu um. H.H. Broxuna»
Munzdpasa Poccuu, npogheccop kaghedpwr demckoii onxonoeuu um. akad. JI1.A. Jdyprnosa @PIBOY JIIIO «Poccuiickaa meouyunckas akademus Henpepbi@Hoeo
npogeccuonanvroeo obpazosanus» Munsdpasa Poccuu (Mockea, Poccus)

Bonommn Hukonaii Hukonaeswu, axademux PAH, 0.m.n., npogeccop, 3agedyrouuii omoesom neonamonoeuu DPI'BY «Hayuonanvholii meduyunckui
ucenedosamenseKuil yeHmp 0emcKoll eemMamonoeuu, OHKOA02UY U UMMyHoro2uu um. Imumpus Poeauesa» Munsopasa Poccuu (Mockea, Poccus)

Tonuaposa Mpuna Bukrop 8pau-eemMamonoe, 6pau-o0HK0A02 8bicuiel K8aruPuKayUuoHHOU Kameeopuu, 3a8e0yiouas omoeneHuem OHKOA0UU U 2eMAMOA02UU
TBY3 «/lemckaa obaacmnas 6oavhuya Kanununepadckoii obaacmu», enaemwlii eHewmammsii 0emcKuil Cneyuaiucm onkosoe-eemamonoe Munucmepcmea
3dpasooxpanenusn Kaaununepadckoi obaacmu (Kanununepao, Poccus)

Epera Enena IletpoBHa, 3aeedyrouias omoenenuem demckoil onkonoeuu u cemamonoeuu KI'bY3 «/lemckas kpaesas kaunuveckas 6oavhuya um. A. K. Illuomposuua»
Munszdpasa Xabaposckoeo kpas (Xabaposck, Poccus)

ZKapkos I1aBen AnekcanapoBuY, 0.M.H., 8pa4-neouamp, 8pai-eeMamonoe KOHCYAbmamueHo20 omoenenus, pykogooumens omoeaa namonozuu eemocmasza PIby
«Hayuonanvrviit meouyunckui uccae008amensckuii yeHmp 0emcKkoil 2eMamonoeui, OHKoAoUuU u ummyrosoeuu um. Amumpus Pocauesa» Munzopasa Poccuu
(Mockea, Poccus)

3ybaposckas Jlioavuiaa CrenaHoBHa, 0.M.H., 3amecmument OUpeKmopa no MpaHchAGHMAuuu, pyKosooumenb omoera Oemckoi OHKOAO2UU, 2eMAmON0UU
u mpancnaanmonoeuu HHUH demckoii onkonoeuu, cemamonoeuu u mpancnaanmonoeuu um. P.M. Topbauesoii, npogeccop kagpedps cemamonoeuu, mpancgysuonrouu
u  mpancnaaumonoeuu um. npog. b.B. Aganaceesa DPIBOY BO «Ilepsviii Canxm-IlemepOypeckuii  eocyoapcmeentbiii  MeOUYUHCKUL  YHUSEPCUmMem
um. akad. U.11. Ilagroséa» Munzopasa Poccuu (Cankm-Ilemep6ype, Poccus)

Kasanues Wabs BukToposud, «.:m.H., pau-0emcKuii OHK0102 0MOeAeHUs MPAHCAAAGHMAYUU KOCMH020 Mo32a das demeii Ne 2 HU U demckoii oHkono2uu, 2emamonoauu
u mpancnaanmonoeuu um. P.M. Topbauesoii, accucmenm kagedps: eemamonoeuu, mpancghysuonoeuu u mpancnaanmonoeuu um. npogh. b.B. Agpanacvesa @IbOY BO
«[lepsviii Canxm-ITemep6ypeckuii eocydapcmeennbiii meduyunckuii ynusepcumem um. akao. M.11. Ilaenoea» Munszopasa Poccuu (Cankm-Ilemep6ype, Poccus)
Kasapsu I'yzenn Padannosna, 3agedyrouwas demckum onkonoeuneckum omoeseruem bY XMAO — FOepoi « Huxcnesapmosckas OKpysCHAs: KAUHUMECKAs 0emMCKas
oo. ia» (Huore ipmoeck, Poccus)

Kavanos /lenuc IOpbeBuy, d.m.H., 3amecmumens dupexkmopa MHcmumyma onkoaoeuu, paouonoeuu u S0epHoil MeOuyuHbl U 3a6e0Viouuil omoeteHuem KAuHu4eckou
onkonoeuu PIBY «Hayuonansnwlii MeOUYUHCKULL UCCAe008aAMENbCKULI UeHMp OemCKOUl 2eMamoaoeuU, OHKOA0UY U ummyHoaoeuu um. Imumpus Poeavesa» Mumnszopasa
Poccuu (Mockea, Poccus)

Kucenesckuit Muxaun BanenrusoBud, 0.m.H., npogeccop, 3asedyroujuii aabopamopueii kaemounoeo ummynumema HHUH skcnepumenmansvhoii duaeHocmuku
u mepanuu onyxoneit DI'BY « Hayuonanvhoiii meduyunckuii uccredogamenvckuil yenmp onkonoeuu um. H. H. broxuna» Munzopasa Poccuu (Mockea, Poccus)
Kynea CBeriana AlleKCaHIPOBHA, O.M.H., npogeccop, 3aeedyioujas 0emcKuM OHKOAOSUHeCKUM omoeneHueM, 8e0yusuli HayuHbli compyoHUuK Hay4Hoeo omoead
UHHOBAUUOHHBIX MEMO0008 Mepanesmu4eckoll OHKoAoUU U peabuiumayuu, npogeccop yueono-wemooduueckoeo omdesa PI'BY «Hayuonanshoiit meduyunckui
uccaedosamenvckuli yenmp onxonsoeuu um. H.H. Ilemposa» Munzdpasa Poccuu, 3aeedyowjas kagedpoil onkonoeuu, 0emcKoi OHKOA0UU U AY4e60ll mepanuu
@I'BOY BO «Canxm-Ilemepbypeckuii 2ocydapcmeentvlii heouampu4eckuii meOuyunckuil ynueepcumem» Munsopasa Poccuu, enagnotii Heumammubiii 0emckuti
cneyuanucm oukonoe Ko. 1a N0 30PABOOXP ) 2. Cankm-Ilemep6ypea (Cankm-Ilemepbype, Poccus)

Kynumnckuii Hukonaii Erenvesud, axademux PAH, 0.m.n., npogeccop, 3asedyrowuii rabopamopueii kaunuyeckoii ouoxumuu HUHW kaunuyeckoii onkonoeuu
um. H.H. Tpanesnuxosa @®I'BY « Hayuonanvhoiii meduyunckuil uccaedosamensvckuil yenmp onkonoeuu um. H.H. Baoxuna» Munsopasa Poccuu (Mockea, Poccus)
JlurBunHoB JIMuTpuit ButanbeBuy, K.m.H., 3amecmumens MeOuyuHckoeo oupekmopa — 2aasnuiii epai PI'BY «HayuonanbHbii MeOUUUHCKUI UCCAC008aMeNbCKUl UeHmp
0emcKotl 2eMamonoeuul, OHKoA0UU U ummyHonoeuu um. imumpus Poeauesa» Munzdpasa Poccuu (Mockea, Poccust)

Macuan Anekceii Anekcanaposuy, 4ien-koppecnondenm PAH, 0.m.H., npogheccop, 3amecmument eeHepanvho2o dupekmopa — oupekmop Hncmumyma demckoi
2emMamono2uu, UMMyHos0euu u kaemounvix mextonoeuii OI'BY « Hayuonanvhvlii MeOUYUHCKUL UCCA006aMeNbCKUL UEHMP OeMCKOU 2eMamonouu, OHKOA0UU
u ummyHonoeuu um. Imumpus Poeavesa» Munsopasa Poccuu (Mockea, Poccus)

Macyan Muxaun AeKCaHIpOBUY, 0.M.H., 3aMecmumens eeHepatshoeo oupexmopa — oupekmop Hucmumyma moneKyasipHoil u dKcnepumenmanbholl MeouyuHbsl
QIBY «Hayuonanvholii MeOUUUHCKUIL UCCA008AMENbCKULL UeHMP 0emCKoll eeMamonoeuu, oHkoaoeuu u ummyHnonrouu um. Imumpus Poeavesa» Mun3zdpasa
Poccuu (Mockea, Poccus)

Mpunkuna Jliopvuna MuxaitioBHa, k.m.H., pykosodumenv Kpaegoeo demckoco onkoeemamonoeuueckozo yenmpa I'BY3 «Kpaesas demckas kaunuueckas
oonvruya Ne 1» (Bradusocmok, Poccust)

Msikosa Hatanbs BanepueBna, 0.m.1., npogeccop, 3amecmumens enasrnoeo épaua no aeuebnoii pabome PI'BY « Hayuonanswiii Meouyunckuii uccaedogamensekuil
yeHmp 0emcKoi 2emamonoeuul, OHKOA02UU U umMmyHoaoeuu um. mumpus Poeauweea» Munzdpasa Poccuu (Mockea, Poccus)

HosuukoBa Tanuna AnatoabeBHa, 0.M.H., npogeccop, eenepanvhviii oupekmop PI'BY «Hayuonanshoii MeOUYUHCKUL UCCA008AMENbCKUIL UEHMD O0emCKoll
2emamonozuu, oHKoaoeuu u ummyrosoeuu um. [Amumpus Pocauesa» Munszdpasa Poccuu, enaeHwiii gnewimamublii 0emcKuil CReUUaiucm 2emamonoe-oHK0102
Munzdpasa Poccuu (Mockea, Poccus)

Tonsakos Bragumup Teopruesny, axademur PAH, 0.m.1., npogheccop, cosemuuk oupekmopa u 3a6edyiousuii 0emcKum OHKOA0UHECKUM OMOeAeHUeM XUPYPRUHECKUX
Memodos aeuenus ¢ npogedenuem xumuomepanuu Ne 1 (onyxoneil eonogwr u weu) HUH demckoii onkonroeuu u eemamonocuu um. akad. PAMH JI.A. Jlypnosa
QI'BY «Hayuonanshoiit meuyunckuil uccaedogamenvckuti yenmp onkonoeuu um. H. H. Baroxuna» Munzopasa Poccuu, 3aéedyowuii kagedpoii demckoii onkoso2uu
um. axad. JI.A. Ayprnosa @®TBOY JIIO «Poccuiickas MeOUUUHCKAas aKademus HenpepoieHo2o npogeccuoranvhozo oopaszoeanus» Munzopasea Poccuu, npogeccop
Kagheopsl omopuroaapureonroeuu neouamputeckoeo gaxyssmema PIAOY BO «Poccuiickuil HAYUOHAAbHbII UCCAe008aMENbCKUL MEOUUUHCKUL YHUBepCUmem
um. H.U. Iupozosa» Munsdpasa Poccuu (Mockea, Poccus)

Pybanckas Mapuna BaaaumupoBHa, Kk.M.H., 3a6edylouas OemcKuM OHKOAO2UYECKUM oOmoeneHueM (Xumuomepanuu onyxonei mopakoadooMUHanbHo
spoxanusayuu) HUU demckoit onkonoeuu u eemamonoeuu um. akad. PAMH JI.A. dypnosa @T'BY «Hayuonanvholii MeOUUUHCKUL UCCAe008aAMeNbCKULl YeHmMp
onkonoeuu um. H.H. baoxuna» Munszdpasa Poccuu (Mockea, Poccus)

PymsinueB Anekcanap Ipuropbeud, axademux PAH, 0.m.n., npogeccop, nayunsiii pykosodumens PI'BY «Hayuonanvhwlii MeOuyuHcKuil uccaedogamensekuil
YeHmp 0emcKoil 2emamonoeuul, OHKOA02UU U uMMyHoaoeuu um. Amumpus Poeaueea» Munzopasa Poccuu, uaen npasaenus Coroza neduampoe (Mockea, Poccus)
Pymsnues Cepreii AnekcanapoBuy, 0.m.H., npogheccop, uaen-koppechondenm PAH, 3aeedyrowuii kagedpoii oHkoaoeuu, eeMamonocuu u Ay4eeol mepanuu
neduampuyeckoeo ¢paxyssmema DPIAOY BO «Poccuiickuii HAUUOHAAbHbLE  UCCAe008amMenbcKull  Meduyurckuil  yHugepcumem um. H.U. [lupoeosa»
Munzdpasa Poccuu, 3asedytoujuii Kageopoii mpancaayuoHHoU u p pamueHoil meduy, DIAOY BO «Mockosckuii usuko-mexnuueckuii uHCMumym
(eocydapc ji pcumem)» (Mockea, Poccust)

CkopoboraroBa Enena BnamumupoBua, od.m.n., 3agedyiouias omaoesenuem mpaHcnAGHmMAayuu Kocmuoeo mosea Poccuiickoil demckoil Kaunuveckoli 00abHULb!
DIAOY BO «Poccuiickuii HayuoHanbHbwlil uccredogamenvckui meouyunckui ynueepcumem um. H. H. ITupoeosa» Munzopaea Poccuu (Mockea, Poccus)

Tyreabsn Anekceii Bukroposuy, uien-xoppecnondenm PAH, 0.m.H., npogeccop, 3asedytowuii aabopamopueii UneKyuil, C6sS3aHHbIX ¢ OKA3aHUeM MeOUUUHCKOU
nomowu DPBYH «Ilenmpanvhblii  HAyuHO-UCCACO08AMENbCKUI  UHCIMUMYm  3nudemuonoeuw» Pocnompebnadsopa, npedcedamens npobaemnoil Komuccuu
«Brympubonshuunsie ungexuyuu» nayuroeo coesema PAH no snudemuonocuu, uHpekyuoHHsiM U napasumaphsiym 3abonesarusm (Mockea, Poccus)

@eynna Jlapuca lennaaneBHa, k. m.H., 3acayxcentslii épay PO, samecmumens 2nagno2o épaua no onkosoeuu u eemamonoeuu I'bY3 CO «Obaacmuas demckas
Kaunuueckas oonvHuya Ne I», pykosodumens Mescpezuonanvroeo yenmpa demckoii onkonoeuu u eemamonoeuu (Examepun6ype, Poccus)

IOmuna Haranes BopucoBHa, x.m.H., 3aeedyowjas onkocemamonocuueckum omoenenuem xumuomepanuu BY3 BO «Bopouexcckas obnacmuas demckas
KAuHU1ecKas 6on wa No I», en i i demckuil cneyuanucm onkonoe-eemamonoe Boponescckoii oonacmu (Boponexc, Poccus)

3APYBEXHbIE PE[JAKTOPbI

Bunmx Hopman, npogeccop Yuusepcumemcroii knunuku (Mioncmep, lepmanus)

Xenue Tiourep, npogheccop Knunuku demckoii eemamonoeuu u onxonoeuu eocnumans Ilapume (bepaun, lepmanus)

JIunrron [kedvpu, npogpeccop, pykosooumens cayucov: demckoli eemamonoeuu u onkonoeuu Yuusepcumemckoii kaunuku Hopm llop (Kaaugopnus, CILIA)
Haxkarasapa Akupa, npogeccop, npezudenm gonoa SAGA HIMAT (Snonus)

Poapures-Tammnno Kapnoc, ucnosnumensnoiii suye-npesudenm Jemckoeo uccaedosamensvckoeo Tocnumans Cesimoeo Hyow (Memgpuc, CILIA)




SPOH

"RUSSIAN SOCIETY OF PEDIATRIC
ONCOLOGISTS AND HEMATOLOGISTS"

2014

journal creation

2015

registration in CrossRef,
DOI

2015

registration in the RSCI

2017

included in the List of the
Higher Attestation Commission

2020

included in the database
Scopus

Science Index

N® PNHL, 0,516
H-INDEX 8,3

Journal registered in the Federal Service for Supervision
in the Sphere of Communication, Information
Technology and Mass Communications
(Roskomnadzor)

I11 Ne @C 77-57084 from 03 March 2014

©NSPHO, 2023

© JSC “Graphica”, 2023

ISSN 2311-1267 (Print)
ISSN 241325496 (Online)

Manuscripts should be presented to:

5 Novolesnaya St., Moscow, Russia, 127055
Tel.: +7 964-584-62-41

Wwww.nodgo.org, HOAro.pc

E-mail: info@nodgo.org

Quarterly scientific-and-practical
peer-reviewed journal

RUSSIAN
JOURNAL

OF PEDIATRIC HEMATOLOGY
AND ONCOLOGY

142023

CHIEF EDITOR

Varfolomeeva Svetlana R, Dr. of Sci. (Med.), Professor, Director of the Research Institute
of Pediatric Oncology and Hematology named after Academician of the Russian Academy
of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology,
Ministry of Health of Russia, President of Russian Society of Pediatric Oncologists and
Hematologists (Moscow, Russia)

DEPUTY CHIEF EDITOR

Kirgizov Kirill 1, Cand. of Sci. (Med.), Deputy Director for Scientific and Educational Work
of Research Institute of Pediatric Oncology and Hematology named after Academician
of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical
Research Center of Oncology, Ministry of Health of Russia, Executive Director of Russian Society
of Pediatric Oncologists and Hematologists (Moscow, Russia)

EXECUTIVE SECRETARIES

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

Sagoyan Garik B., Pediatric Oncologist Research Institute of Pediatric Oncology and Hematology
named after Academician of the Russian Academy of Medical Sciences L.A. Durnov
at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia,
Executive Secretary of Russian Society of Pediatric Oncologists and Hematologists (Moscow, Russia)

Founder: Project Head, advertising V.A. Klyukovkin

National Society of Pediatric Hematologists and E-mail: vak@nodgo.org

Oncologists (NSPHO).

https://nodgo.org/ Managing Editor T.V. Klyukovkina
E-mail: tvk@nodgo.org

Publisher: DesignerYa.V. Sviryakina

JSC “Graphica”, Corrector V.D. Morozova

5 Novolesnaya St., Moscow, Russia, 127055
https://journal.nodgo.org/jour

Journal subscription
E-mail: podpiska@nodgo.org

In case of or partial reprint, reference to the
“Russian Journal of Pediatric Hematology and
Oncology” is mandatory.

The editorial board is not responsible

for advertising content.

Russian Journal of Pediatric Hematology and Oncology
2023. Vol. 10. Ne 1. 1—88.

Printed in JSC “Graphica”
Circulation: 3,000 copies



m POCCUCKIN XKYPHAT 152023
POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 10

EDITORIAL BOARD

Ataullakhanov Fazoil 1., Corresponding Members of the Russian Academy of Sciences, Dr. of Sci. (Biol.), Professor, Scientific Director of the Center for Theoretical
Problems of Physico-Chemical Pharmacology, Professor of Moscow State University, Head of the Department of Biophysics and Systems Biology and Laboratory
of Biophysics of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia
(Moscow, Russia)

Belogurova Margarita B., Dr. of Sci. (Med.), Professor, Head of Children’s Oncology Department at the Saint Petersburg Clinical Scientific and Practical Center
of Specialized Medical Assistance (Oncological), Professor of the Department of Pediatrics, Medical and Social Expertise and Rehabilitation of Disabled Children
at Saint-Petersburg Postgraduate Institute of Medical experts of the Ministry of Labor and Social Protection of Russia, Leading Scientific Collaborator of Institution
of Hematology of Almazov National Medical Research Centre, Ministry of Health of Russia (S.- Petersburg, Russia)

Valiev Timur T., Dr. of Sci. (Med.), Head of the Department of Pediatric Oncology and Hematology (Chemotherapy of Hemoblastosis) No. I of the Research Institute
of Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical
Research Center of Oncology, Ministry of Health of Russia; Professor at the Pediatric Oncology Department named after Academician L.A. Durnov at Russian Medical
Academy of Postgraduate Education, Ministry of Health of Russia (Moscow, Russia)

Volodin Nicolay N., Professor, Academician of the Russian Academy of Sciences, Dr. of Sci. (Med.), Head of Department of Neonatology of the Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia (Moscow, Russia)

Goncharova Irina V., Hematologist, Oncologist of Highest Qualification Grade, Head of the Oncology and Hematology Department of the Children’s Regional Hospital
of the Kaliningrad Region, Chief Freelance Pediatric Oncologists and Hematologists at the Ministry of Health of Kaliningrad region (Kaliningrad, Russia)

Erega Elena P., Head of the Department of Pediatric Oncology and Hematology at “Children’s Regional Clinical Hospital named after A.K. Piotrovich” (Khabarovsk,
Russia)

Zharkov Pavel A., Dr. of Sci. (Med.), Pediatrician, Hematologist Outpatient Consultative Unit, Head of the Hemostasis Pathology Department of Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia (Moscow, Russia)

Zubarovskaya Ludmula S., Dr. of Sci. (Med.), Deputy Director for Transplantation, Head of the Department of Pediatric Oncology, Hematology and Transplantology
at Raisa Gorbacheva Memorial Institute of Children Oncology, Hematology and Transplantation, Professor for Hematology, Transfusiology and Transplantation Chair
named after Professor B.V. Afanasyev at Pavlov First Saint- Petersburg State Medical University, Ministry of Health of Russia (S.-Petersburg, Russia)

Kazantsev llya V., Cand. of Sci. (Med.), Pediatric Oncologist 2 Pediatric Transplant Department of Raisa Gorbacheva Memorial Research Institute of Children
Oncology, Hematology and Transplantation, Teaching Fellow for Hematology, Transfusiology and Transplantation Chair named after Professor B.V. Afanasyev
at Pavlov First Saint-Petersburg State Medical University, Ministry of Health of Russia (S.- Petersburg, Russia)

Kazaryan Gouzel R., Head of the Children’s Oncology Department “Nizhnevartovsk District Children’s Clinical Hospital” (Nizhnevartovsk, Russia)

Kachanov Denis Yu., Dr. of Sci. (Med.), Deputy Director of the Institute of Oncology, Radiology and Nuclear Medicine & Head of the Department of Clinical Oncology
at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia (Moscow, Russia)

Kiselevsky Mikhail V., Dr. of Sci. (Med.), Professor, Head of the Laboratory of Cellular Immunity of the Research Institute of Experimental Diagnostics and Tumor
Therapy at the N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia (Moscow, Russia)

Kulyova Svetlana A., Dr. of Sci. (Med.), Professor, Head of Pediatric Oncology Department, Leading Researcher of the Research Department of Innovative Therapeutic
Oncology and Rehabilitation Methods, Professor of the Training and Methodology Department at N.N. Petrov National Medical Research Center of Oncology,
Ministry of Health of Russia, Head of Department of Oncology, Pediatric Oncology and Radiotherapy at Saint- Petersburg State Pediatric Medical University, Ministry
of Health of Russia, Chief Freelance Pediatric Specialist Oncologist of the Committee for Health of Saint- Petersburg (.- Petersburg, Russia)

Kushlinsky Nikolay E., Academician of the Russian Academy of Sciences, Dr. of Sci. (Med.), Professor, Head of the Laboratory of Clinical Biochemistry Research Institute
of Clinical Oncology named after N.N. Trapeznikov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia (Moscow, Russia)

Litvinov Dmitry V., Cand. of Sci. (Med.), Deputy Medical Director — Senior Physician of the Dmitry Rogachev National Medical Research Center of Pediatric
Hematology, Oncology and Immunology, Ministry of Health of Russia (Moscow, Russia)

Maschan Alexey A., Corresponding Members of the Russian Academy of Sciences, Dr. of Sci. (Med.), Professor, Deputy General Director of the Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia, Director of the Institute of Children Hematology,
Immunology and Cell Technologies at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health
of Russia (Moscow, Russia)

Maschan Mikhail A., Dr. of Sci. (Med.), Deputy General Director of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology
and Immunology, Ministry of Health of Russia, Director of Institute of Molecular and Experimental Medicine of the Dmitry Rogachev National Medical Research
Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia (Moscow, Russia)

Minkina Ludmila M., Cand. of Sci. (Med.), Head of the Regional Children’s Oncohematological Center of the “Regional Children’s Clinical Hospital No 1”
(Vladivostok, Russia)

Myakova Natalya V., Dr. of Sci. (Med.), Professor, Deputy Chief Physician for Clinical Work at the Dmitry Rogachev National Medical Research Center of Pediatric
Hematology, Oncology and Immunology, Ministry of Health of Russia (Moscow, Russia)

Novichkova Galina A., Dr. of Sci. (Med.), Professor, General Director at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology,
Oncology and Immunology, Ministry of Health of Russia, Chief Freelance Pediatric Oncologist and Hematologist of the Ministry of Health of Russia (Moscow, Russia)
Polyakov Vladimir G., Academician of RAS, Dr. of Sci. (Med.), Professor, Advisor to the Director and Head of the Pediatric Oncology Department of Surgical Treatment
Methods with Chemotherapy No. 1 (Head and Neck Tumors) of the Research Institute of Pediatric Oncology and Hematology named after Academician of the Russian
Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical Research Center of Oncology, Ministry of Health of Russia, Head of the Pediatric
Oncology Department named after Academician L.A. Durnov at Russian Medical Academy of Postgraduate Education, Ministry of Health of Russia, Professor
of the Department of Otorhinolaryngology Faculty of Pediatrics at N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia
(Moscow, Russia)

Rubanskaya Marina V., Cand. of Sci. (Med.), Head of the Pediatric Oncology Department (Chemotherapy of Tumors of Thoracoabdominal Localization) of Research
Institute of Pediatric Oncology and Hematology named after Academician of the Russian Academy of Medical Sciences L.A. Durnov at N.N. Blokhin National Medical
Research Center of Oncology, Ministry of Health of Russia (Moscow, Russia)

Rumyantsev Alexander G., Academician of the Russian Academy of Sciences, Dr. of Sci. (Med.), Professor, Scientific Director of the Dmitry Rogachev National
Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia, a member of the Union of Pediatricians (Moscow, Russia)
Rumyantsev Sergey A., Dr. of Sci. (Med.), Professor, Corresponding Members of the Russian Academy of Sciences, Head of the Department of Oncology, Hematology
and Radiation Therapy Faculty of Pediatrics at the N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia, Head of Translational
and Regenerative Medicine Department of Moscow Institute of Physics and Technology (State University), (Moscow, Russia)

Skorobogatova Elena V., Dr. of Sci. (Med.), Head of Bone Marrow Transplantation Department at the Russian Children’s Clinical Hospital of the N.I. Pirogov
Russian National Research Medical University, Ministry of Health of Russia (Moscow, Russia)

Tutelyan Alexey V., Corresponding Members of the Russian Academy of Sciences, Dr. of Sci. (Med.), Professor, Head of the Laboratory of Infections Associated with
Health Care, Central Research Institute of Epidemiology, Head of the Department of Molecular Immunology, Infectology and Pharmacotherapy, and the Laboratory
of Molecular Imaging of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia,
Chairman of the problem commission “Nosocomial infections” of the Scientific Council of the Russian Academy of Sciences on epidemiology, infectious and parasitic
diseases (Moscow, Russia)

Fechina Larisa G., Cand. of Sci. (Med.), Honored Doctor of the Russian Federation, Deputy Chief Physician for Oncology and Hematology of Region Children’s
Clinical Hospital Ne 1, Head of the Interregional Center for Pediatric Oncology and Hematology (Yekaterinburg, Russia)

Yudina Natalia B., Cand. of Sci. (Med.), Head of the Department of Oncohematology of Chemical Therapy at Voronezh Regional Children Clinical Hospital Ne 1,
Chief Freelance Pediatric Oncologist and Hematologist of the Voronezh region (Voronezh, Russia)

FOREIGN EDITORS

Willich Norman, Proffesor, Munster University Clinic (Germany)

Henze Gunter, Proffesor, Clinic of Children Hematology and Oncology Charité (Berlin, Germany)

Lipton Jeffrey, Proffesor, Head of the Children Hematology and Oncology Service at North Shore University Clinic (USA)

Nakagavara Akira, Proffesor, President SAGA HIMAT Foundation (Heavy Carbon lon Beam Radiation Cancer Therapy Center) (Japan)
n Rodriguez-Galindo Carlos, Executive Vice President of St. Jude Children’s Research Hospital (Memphis, USA)



WHOAHTUNIbHAA TEMAHTMOMA* 0/10BPEH

K NPUMEHEHWH* *

[ eMaHrnor
[MPOMNMPAHONOIJN

CoBpeMeHHbI CTaHO3PT Tepanuu’

S

Pierre Fabre

* [Inst MHCDaHTUNBHOI remMaHroMbl, TPEBYIOLLE CUCTEMHOI Tepanuu.** VIHCTPYKLMS N0 MeAVLMHCKOMY NpUMeHeHIo npenapata lemanrnon®.

1. Krowchuk DP, Frieden IJ, Mancini AJ, et al. Clinical Practice Guideline for the of Infantile Pediatrics. 2019;143(1):e20183475

Toprosoe HassaHue: lemanrnon®. MHH: nponpaxonon. Mokasauns: nponudepupyiowas MHMaHTAbHAA reMaHrnoma, Tpebytolwas cuctemHoit Tepanuu. Cnoco6 BHYTpb. MpoT BO3pacT pebeHka MeHee 5 HefleNlb Ha [ieHb Havana neyeHus; fetn
Ha rpyaHom BCAN MaTh nn, np 1e 7Sl COBMECTHOr0 4 runep4yBscTen K komnoHenTam JM; acTma, B ; AB 6nokapa II-lll crenewu; cungpom cnadoctu CY;
ypexenue YCC u cHinkenvne Afl; KapanoreHHbIit WOK; HekoHTponupyemas CH; cTeHokapaws MpuHuMeTana; 0ro apr 0 b K rUnornukemiy; cheoxpomouutoma. Mob6o4Hoe AeiCTBIe, C 0CTOPOXHOCTbIO:
CM. MHCTPYKLMIO N0 NpuMeHennio. Mo peuenty. Mepes npumMeHeHnem 03HaKOMBTECH C MHCTPYKLued no npumereruto. PY: J1M-Ne(000326)-(Pr-RU). ins noapo6Hoit nHdopmaum o6patuaitteck no agpecy: 000 «Mbep ®abp», 119048, r. Mocksa, p-H XamoBHUKM, yn. Yca4ésa, 4. 2, cTp. 1.

Ten.: +7 495 789 9533. www.pierre-fabre.com/ru-ru, e-mail: info.pfrussia@pierre-fabre.com. [ins cneunanuctos 3apasooxpaHetus. 1-PFM-HEM-NOV-2021



Contents

CopepxaHue

@ POCCUICKIIA XKYPHAN
POAOI [ETCKOI FTEMATOJOTAW u OHKOMOTWW // Russian Journal of Pediatric Hematology and Oncology

OT PEQAKLUHK
15 eBpana — BceMupHblii ieHb 1€T€i, 00JIbHBIX PAKOM
OPUTUHANDBHBLIE UCCNEAOBAHUSA

CpaBHHUTEIbHBIE PE3Y/IbTAThI JIEUEHNS IETEl C AaTUIHYHOIM TePaTOHIHO-PA0OIOUIHOM OMYX0IbI0
HEHTPAJIbHOW HEPBHOM CUCTEMBI B MJIa/lIei BO3PACTHOM rpymnime

1’2023

TOMNVOL. 10

10

11

JI.B. Onvxosa, O.I. 2Keayokosa, JI.C. 3ybaposckas, A.C. Jlesauios, A.FO. Cmupnosa, FO.B. lunukuna,

10.B. Kywenw, A.I. Meauksn, C.K. Topeaviues, M.B. Poiicosa, FO.1O. Tpynun, A.I. lesopesH,
O.b. llonywxuna, B.E. Ilonos, JI.I1. IIpusanosa, H.b. KOduna, /. H. Ilocopenos, C.B. Iopbambix,
H.A. Bopoowvés, H.A. [lnaxomuna, H.U. Mapmueinosa, T.1O. Cxeopyosa, A.H. 3aiiuukos,

M.B. Mywunckas, J[.JI. Cakyn, JI.M. Munkuna, E.B. Illenkuna

TanaemMHas BbICOKO03HAS NOJIMXUMHUOTEpANNUA C Tpaﬂcrmaﬂ'rauueﬁ AYTOJIOTHYHBIX T€MOMOITUIECCKUX

25

CTBOJIOBBIX KJIETOK Y JieTeii ¢ Heiflpoﬁnacmmoﬁ rpymnmbl BbICOKOro0 puCka penyausa: onbiT OIHOTO I_[eHTpa

C.A. Kynesa, A.A. Abaoxucesa, E.A. Muxaiinosa, M.A. Kyaes, FO.I. @ediokosa, P.U. Xabaposa

D¢ heKTHBHOCTH U 0€30MaACHOCTb NPUMEHEHHS MPSMBIX NEPOPATbHBIX AHTUKOATYJISTHTOB
Y ZeTeil B peajibHOW KJIMHUYECKOM MPaKTUKe

33

T.10. Agpowruna, 1O.A. Illugpurn, /. B. Pedoposa, /. b. Propunckuii, JI.A. Eecmpamos, [1.A. XKapkos

IToaxoap! K Tepanuu MyJITHCUCTEMHO# (hOPMbI IOBEHWIBHOH KCAHTOrPAHYJIEMbI € OPAXKEHNEM
LIEHTPAJIbHOW HEPBHOM CHUCTEMbI

M.B. Hampycoea, E.A. bypues, H.B. bponuna, /I.C. Ocunosa, /I.A. Escees, E.B. Ceausépcmosa,
I.0. Bponun, M.A. Macuan, 5.B. Kymuposa

Ouenka uHGOPMATUBHOCTH YJIBTPA3BYKOBOTO HCCJIEJOBAHNS B TMATHOCTHKE PETHHOOJIACTOMBI

10.B. Apmemenxo, T.P. [langeposa, T.JI. Ywarosa, E.B. Muxaiinrosa
Ob30Pbl IUTEPATYPbI

IIpumenenne coBpeMEeHHbIX METOAMK TEPANMY MPU PA3BUTHH KU3HEYTPOKAIOLIMX OCI0KHEHHIA
Y NALMEHTA MOcJie MOBTOPHOM AJUIOT€HHOM TPAHCIUIAHTALMH FeMONO3THYECKUX CTBOJIOBBIX KJIETOK:
0030p JMTEPATYPBI M KIMHIYECKUIA CIydait

KA. Cepeeenko, E.b. Maunesa, T.3. Aaues, U.0. Kocmapesa, T.T. Barues, M.B. Kuceneéckuil,
PA. Bracenko, K.U. Kupeusos, C.P. Bapgonromeesa

41

49

57



@ POCCUICKII YKYPHAT 1’2023

POAOr JETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 10

KNUHWYECKUNE HABNNIOAEHUA

CuHoBHATBHAS CAPKOMA CPEIMHHOTO HEPBA TMPABOTO Iieva (CJIy4ail u3 MPAKTHKH) 68

N.b. Xecmanos, M.M. Egpumosa, O.M. Pomanyosa, B.B. Xaiipyrosa, A.A. Manraxosa,
E.B. Muxaiinosa, A.3. /[3amnaes, C.P. Bapghoromeesa

AKHe Npy repMHHOT€HHO-KJIETOYHbIX OmyXo.1s1X. KpaTkuii 0030p JuTepaTypbl H ONUCaHHEe COOCTBEHHOIO 73
KJIMHHYECKOIr0 HAOII0IeHUS

J.B. Mapmuinos, T.C. beaviwesa, T.T. Baaues, O.A. Kankosa, E.B. Illapanosa, A.A. IIpokoguses,
A.B. Buwmnesckas, E.B. Muxaiinosa, T.P. Ilangeposa, C.P. Bapgoromeesa

HALUA UCTOPUA

O padore HanponaapHOro 001IeCTBA JETCKHX reMaTo.10roB i oukosoros (HOJ/ITO) 81
O pabdore Poccuiickoro oomectsa aerckux onkozoros (PO10) 82
DBo.oIUsA MPO(HECCHOHATBHBIX COOONIECTB AETCKMX OHKOJIOr0B M F€MATO0JI0r0B 85

HALUE COOBLLECTBO - AEATENBHOCTb POAOI

Espaswuiickas I1Ikos1a 16TCKOTr0 OHKOJIOTa H F€MAaTo,10ra 86
CeMuHAap 10 JIedeHnIo HeiipodaacTomsl B KpacHosipeke 86
Kondepenuus no aktyaibHbIM BOIPOCaM JIeTCKO# oHKoJIoriu U remaroJiornd B XMAQO — IOrpe 86
3acenanue CeKuMy KIMHMYECKOH MeIMIMHbI OTIe/IeHHs MeIMIMHCKUX HayK PAH 86
XXIV Konrpecc neauarpos Poccuu 87
Hayuno-00pa3oBaTenbhbiii cevunap «/lanbHue pernonb» 87
OkcnepTHsIii coBeT onna «Kpyr noopa» Bkmounsa PROS B cBoii nepeuens ophaHHbIX 3200/ 1€BAaHAIT 87
UHOOPMALUA OANA ABTOPOB 88

Contents

CopepxaHue




@ POCCUIACKNIA XXYPHAT 1 12023

POAOr [ETCKOW FEMATOSNOMAV u OHKONOTWW // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 10

FROM EDITION
February 15 — World Day of Children with Cancer 10
ORIGINAL STUDIES

Comparative treatment results of children with atypical teratoid/rhabdoid tumor 11
of the central nervous system in the younger age group

L.V. Olkhova, O.G. Zheludkova, L.S. Zubarovskaya, A.S. Levashov, A.Yu. Smirnova, Yu.V. Dinikina,
Yu.V. Kushel, A.G. Melikyan, S.K. Gorelyshev, M.V. Ryzhova, Yu.Yu. Trunin, A.G. Gevorgyan,

O.B. Polushkina, V.E. Popov, L.P. Privalova, N.B. Yudina, D.N. Pogorelov, S.V. Gorbatykh, N.A. Vorobyov,
N.A. Plakhotina, N.I. Martynova, T.Yu. Skvortsova, A.N. Zaychikov, M.V. Mushinskaya, D.L. Sakun,
L.M. Minkina, E.V. Shchepkina

Tandem high-dose chemotherapy and autologous hematopoietic stem cell transplantation 25
in pediatric patients with high-risk neuroblastoma: single-center experience

S.A. Kulyova, A.A. Abadjeva, E.A. Mikhailova, M.A. Kulyov, Yu.G. Fedukova, R.I. Khabarova

Efficacy and safety of direct oral anticoagulants in children in real clinical practice 33

T.Yu. Yafoshkina, Yu.A. Shifrin, D.V. Fedorova, D.B. Florinskiy, D.A. Evstratov, P.A. Zharkov

Approaches to the treatment of a multisystem form of juvenile xanthogranuloma 41
with central nervous system lesion

M.V. Natrusova, E.A. Burtsev, N.V. Bronina, D.S. Osipova, D.A. Evseev, E.V. Seliverstova,
G.0. Bronin, M.A. Maschan, E.V. Kumirova

Evaluation of ultrasound examination informativity in diagnosing retinoblastoma 49

Yu.V. Artemenko, T.R. Panferova, T.L. Ushakova, E.V. Mikhailova

LITERATURE REVIEWS

Modern methods of therapy in the development of life-threatening complications in a patient after repeated 57
allogeneic hematopoietic stem cell transplantation: review of the literature and clinical case

KA. Sergeenko, E.B. Machneva, T.Z. Aliev, 1.0. Kostareva, T.T. Valiev, M.V. Kiselevskiy, R.Ya. Viasenko,
K.I. Kirgizov, S.R. Varfolomeeva

Contents

CopepxaHue



@ POCCUICKII YKYPHAT 1’2023

POAOr [ETCKOW FEMATOSNOMAV u OHKONOTWW // Russian Journal of Pediatric Hematology and Oncology

CLINICAL CASES

Synovial sarcoma of the median nerve of the right shoulder (case report)

D.B. Khestanov, M.M. Efimova, O.M. Romantsova, V.V. Khairullova, A.A. Malakhova,
E.V. Mikhailova, A.Z. Dzampaev, S.R. Varfolomeeva

Acne disease in germ cell tumors. A brief review of the literature and a description
of our own clinical observation

D.V. Martynov, T.S. Belysheva, T.T. Valiev, O.A. Kapkova, E.V. Sharapova, A.A. Prokofyev,
Ya.V. Vishnevskaya, E.V. Mikhailova, T.R. Panferova, S.R. Varfolomeeva

OUR HISTORY
About the work of the National Society of Pediatric Hematologists and Oncologists (NSPHO)
About the work of the Russian Society of Pediatric Oncologists (RSPO)
The evolution of professional communities of pediatric oncologists and hematologists
OUR COMMUNITY — ACTIVITIES OF THE RSPOH
Eurasian School of Pediatric Oncology and Hematology
Seminar on the treatment of neuroblastoma in Krasnoyarsk
Conference on topical issues of pediatric oncology and hematology in Khanty-Mansi Autonomous Okrug — Yugra
Meeting of the Section of Clinical Medicine of the Department of Medical Sciences of the Russian Academy of Sciences
XXIV Congress of Pediatricians of Russia
Scientific and educational seminars on the program “Remote regions”

Expert Council of the Circle of Kindness Foundation included PROS in its list of orphan diseases

INFORMATION FOR AUTHORS

TOMNVOL. 10

68

73

81

82

85

86

86

86

86

87

87

87

88

Contents

CopepxaHue




I From edition

OT pegakuum

m POCCUCKIN XKYPHAT 152023
POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 10

VYBaxaemblii Anekcangp Ucaakosuy!

Or oymm mo3apasisieM Bac ¢ mHem poxmeHwst!
B Bamem Bo3pacTe CYACTIIMBO COYETAIOTCS SHEPIHs,
CBOIICTBEHHAsI JIOASIM B pacLBETe CWI, M OIBIT —
npodeCCUOHANBHBIM M YeJOBEUECKMiA. A 3TO 3HAYWT,
yTto BbI, Haxomsch Ha IIOCTYy 3aMECTUTENISI TeHepajb-
HOTO OUpEKTOpa — AUpeKTopa MHCTUTYyTa OHKOJIOTHH,
pagnonorn M guaepHoit Memmumasl HMUWILL JATOU
M. JImutpus PorayeBa, cMoxkeTe peaan3oBaTh CBOU
caMble CMeJIbIe TBOPUYECKHE IUIaHbI, HE OMacasiCh, YTO OHU
OKaXXyTCsI OTOPBAaHHBIMM OT PeaJlbHOCTH — BBl m3yuanu
JKM3Hb HEe M3 OKOH CJTYy>KeOHOro KaOMHeTa 1 XOpOIIOo 3Ha-
€Te M HAIlli HEeIIPOCThIe IPOOJIeMbI, M HAIlll OTPOMHBIC
BO3MOXKHOCTH.

Ceronns moa BammM HagaaoMm paboTaeT OrpOMHBIIL
KOJUIEKTUB YYEHBIX M Bpaueil. biaromaps mx ycumusM
TBICSIIM IETeil ITOIyJaloT HEOOXOINMYIO TepaIliio U NMe-
IOT BBICOKHMI YpOBEHb BKMBaeMOCTH. Pa3peiure B 3TOT
Mpa3gHUYHBIA OeHb IIOXeJaTh BaM ycIleXoB B TakoM
HEIIPOCTOM JeJie, HaAeXKHBIX eAMHOMBIIIJICHHUKOB, B3a-
MMOIIOHMMAaHMS C MOJIOJEXbI0, C KOTOPOIl OUYeHb TECHO

cBs13aHa Bamma pabora. Hy 1, KoHeYHO, KPEImKOro ceMeHOTO Thljla — 0e3 HeTo 1 IpodeCCuOHAIbHASI KU3Hb
PeIKO IPUHOCHUT IIOJTHOE YAOBIETBOPeHME. bynbre 3M0pOBhI 1 CYaCTINBEI!

C yeascenuem, pedarxuyus P2K)[Iu0

15 peBpans — BcemupHbiii fieHb feTel, 60NbHbIX pakom

ExerogHo 15 deBpans Bce cTpaHbl MUpa MPUCOSANHSIOTCS K aKIMAM B 4ecTh JIHS geTeit, 00IbHBIX
pakoM. CerofiHs 3TOT A€Hb IIPOXOAUT MO 3rua0i BceMupHoii opraHuzalnuy 3apaBooxpaHeHus1, MexmyHa-
POIHOTO 00IIIeCTBA JETCKOI OHKOJIOTMM U BceMrpHOIT accouMaliny poguTelieit 1eTei, CTpagaoinxX pakoM.

OcHoBHas 11eJ1b TIpoBeaeHUsT MexXITyHapoaIHOTO IHS AeTeli, OOJbHBIX paKoM, — ITOBBIILIEHUE YPOB-
Hs1 ”H(OPMUPOBAHHOCTU Bpauyeii-neauaTpoB U BCero Mpo¢eCCUOHAIBHOIO MEIUIIMHCKOTO COOOIIECTBa,
COIIMAJIbHO OTBETCTBEHHBIX IpaXklaH BCeX CIIeIMaIbHOCTEN 00 ycrexax 1 mpobjieMax 1eTCKOM OHKOJIOTHM.
VYcnenrHoe JiedeHUe OHKOJIOTMYECKMX 3a00JIeBaHUI 3aBUCUT OT CBOEBPEMEHHON AMarHocTuku. JleueHue
MOKET IMPUBECTU K OJIarONpUSITHOMY UCXOMyY, €C/I 00Je3Hb OOHapYKMBaeTCs Ha paHHUX cTaausix. CUMBO-
JIoM OOpbOBI C IETCKOI OHKOJIOTUEH SIBJISIETCS 30J10Tasl JIEHTA.

B uecth aTor0 1HA POJOT 15 deBpansa 2023 . mposeno IV JlypHOBCKUE UTeHUsI, TEMOUM KOTOPBIX
crana «TpaHcmaaHTalMs reMoTo3THYecKrX cTBOOBLIX KieToK (TT'CK) mpu coauaHbIX 3T0KaueCTBEHHBIX
HoBooOpa3oBaHusgx (3HO)». Cnymarensmu ctanu 215 Bpaueit u3 13 ctpan mupa. O4HO MPUCYTCTBOBAIHU
50 cneumanucToB U3 8 cyobekToB Poccuiickoit Menepanyu. Jokiaamabl 0 COBpeMEHHBIX TEHACHIIUSAX B 00J1a-
ctu TI'CK npu conmuaubix 3HO Oblmu TpencTaBlieHbl BeAYIIMMU criennaauctaMu Poccum B ¢dopmate
«3a U MPOTUB», KOTOPBI 0Ka3ajcs Ype3BblUaiiHO MHTePECHBIM U MH(pOpMaTUBHBIM. B pamKkax KoH(bepeH-
LIMM OBUTH PacCMOTPEHBI HOBbIE COBMECTHBIC TTPOEKTHI B 00JIACTH JICUCHUS MALMEeHTOB ¢ coauaHbiMu 3HO
1 IpUMEHEHUS KJICTOYHBIX TeXHOoNIoTui. Buneozanucey UteHuii qoctymnHa Ha caiitax 1med.tv u rodog.ru.
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CpaBHuTEeNnbHbIE pe3ynbTaTtbl IEYEHNS AETei C aTUNUYHOIA
TepaTouaHO-pabaonaHON ONYX0JbI0 LEHTPaNbHON HEPBHOW CUCTEMbI
B Mnajllen BO3pacTHOM rpynne

JI.B. Oasxosa', O.I. Keayakosa* 3, JI.C. 3yoaposckas?, A.C. Jlesamos’, A.J0. Cmupuosa®, 10.B. /Ilunukuna®,
I0.B. Kymemn’, A.I. Memkan’, C.K. Topemsmmes’, M.B. Psokosa’, 10.10. Tpyuun’, A.I. Tesopran®,
O.b. IToaymkuna?, B.E. Ilomos®, JI.II. IIpusanosa’, H.b. IOmuna'’, J.H. Iloropenos!!, C.B. Iopoarbix'?,
H.A. Bopoobés>'> 4, H.A. ILnaxotuna’, H./. Mapreinosa®, T.JO. Cksopuosa's, A.H. 3aituukos'®, M.B. Mymmunckas'’,
J.JI. Cakyn'®, .M. Munkuna', E.B. Illenkuna®® !

'OCII Poccuiickas demckas kaunuxeckas oonshuya PIAOY BO «Poccuiickuil HAUUOHAAbHBLI UCCACO08AMENbCKULL MEOUUUHCKULL
yHusepcumem umenu H.U. Ilupoeosa» Munzdpasa Poccuu; Poccus, 119571, Mockea, Jlenunckuii npocn., 117;

°I'hY3 «Hayuno-npaxmuueckuii ueHmp cneyuaiu3upoeanioi meouyunckoil nomougu demsm umeru B.D. Boino-Sceneyrozo
Jlenapmamenma 3opasooxpanenus eopoda Mockewr», Poccus, 119620, Mockea, ya. Asuamopos, 38;

000 <«JleuebHo-duaenocmuueckui yenmp Mexcoynapoornozo uncmumyma ouonoeuqeckux cucmenm umenu Cepeest Bepesuna»;
Poccus, 194354, Cankm-Ilemep6ype, ya. Ecenuna, 2, kopn. 3;

‘Hayuno-ucciedoeamensckuti UHCMUmMym 0emcKoll OHK0A02UU, 2eMamoao2ul u mpancnianmonoauu umernu P.M. Top6auesoi
DI'BOY BO «Ilepsviit Cankm-[lemepbypeckuii cocydapcmeeniblii Meduyunckui yuusepcumem umenu axkademuxa H.11. I[lasrosa»
Munszdpasa Poccuu; Poccus, 197022, Cankm-Ilemep6ype, ya. Penmeena, 12;

*PI'BY «Hauuonanwvholii meduuunckuii uccaedosamenvckuil yenmp onxonoeuu umenu H.H. broxuna» Munszdpasa Poccuu, 115522,
Mockea, Kawupckoe wocce, 23;

‘DI'BY «Hauuonanwhblii MeOuUUHCKULL uccaredogamensckuil yenmp umenu B.A. Aamazoea» Munzopaea Poccuu,; Poccus, 197341,
Canxm-Ilemepbype, ya. Akkypamosa, 2;

"DIAY « Hauuonanvholii MeOuyuHCKUil uccaedosamensckuil uenmp neipoxupypeuu umenu akademurxa H.H. Bypoenrko» Munszdpasa
Poccuu; Poccusi, 125047, Mockea, ya. 4-s Teepckas-AImckas, 16;

$I'BY3 MO «Mockosckuii 004acmHoi HAYHHO-UCCA008AMeNbCKULL KauHu1eckul unemumym umeru M.D. Bradumupckoeo»;
Poccus, 129110, Mockea, ya. Hlenkuna 61/2, kopn. 1;

°I'hY3 HO «Huxceeopoockas obaacmuas demckas kaunuveckas boavruya»; Poccus, 603136, Huxcnuit Hoeeopoo, ya. Baneesa, 211;
V5Y3 BO «Bopouecckas obaacmuas demcekas kaunuveckas ooavruua No 1»; Poccus, 394087, Bopoueoc, ya. Jlomonocosa, 114;
HTY3 «Obnacmuas demckas boavhuya»; Poccus, 398042, Jluneyk, ya. Mockoeckas, 6a;

2I'BY3 «Mopo3zosckas demckas 2opodckas Kaunuueckas 6oavhuuya Jenapmamenma 30pasooxpanenus eopoda Mockeor»;

Poccus, 119049, Mockea, 4-ii /lo6puinunckuii nep., 1/9;

BOIBOY BO «Cauxm-IlemepOypeckuii eocydapcmeennuiii yuusepcumem»; Poccus, 199034, Cankm-Ilemepoype,
Yuueepcumemckas naé., 7/9;

HDIBOY BO «Cegepo-3anadnsiii 2ocyoapcmeerHulii meduyurckuii yuueepcumem umenu M. M. Meunuxosa» Munzopasa Poccuu;
Poccus, 191015, Cankm-Ilemepbype, ya. Kupounas, 41;

BOIBYH Huemumym mozea yenosexa umenu H.I1. bexmepegoii Poccuiickoii akademuu Hayk,; Poccus, 197376, Cankm-IlemepGype,
ya. Akademuka [lasrosa, 9;

STAY3 CO «Obaacmuas demekas kaunuueckas 6oavhuya»; Poccus, 620149, Examepunbype, ya. Cepaghumor Jepabunoii, 32;
"Onkocemamonoeuueckui yenmp umenu D.I1. [aaza I'BY3 [IK «Kpaesas demckas kaunuueckas 6orvHuya»; Poccus, 614066,
Ilepmv, ya. baymana, 22;

BI'BY3 PK «Pecnybauxanckas demckas kaunuueckas 6onvhuya»; Poccus, 270004, Cumepeponons, ya. Tumosa, 71;

PIBY3 «Kpaesas demckas kaunuueckas 6oavhuya Ne 1»; Poccus, 690078, [Ipumopckuii kpaii, Bradusocmok, npocn. Ocmpsikosa, 27;
2000 «Texdenapmamenm»; Poccus, 141407, Xumku, ya. lepmana Tumosa, 2;

2IprbOY BO «Poccuiickas akademusi HapoOH020 X035HCMEa U 20cy0apcmeeHHol cayxicovt npu [Ipesudenme Poccuiickoii
Dedepavyuu»; Poccus, 119571, Mockea, npocn. Beprnadckoeo, 82, cmp. 1

Konrakrable nannbie: Joomuia Bradumuposna Onvxosa rylkova87@mail.ru

Beeoenue. Amunuunas mepamouono-pabdoudnas onyxoav (ATPO) uenmpanvroii neperoii cucmemst (L[HC) omnocumcs k epynne
IMOPUOHANBHBIX HOB000PA308AHUIL, 6CMPeYaemcs NpeuMyuwecmeeHHo y Oemell é eospacme 00 3 Aem, Xapakmepusyemcs KpaiiHe
agpeccugHbIM KAUHUMECKUM meyeHuem U HeONazonpusmusim npoeHo3om. OOHaKo Hedocmamo4Ho OGHHbIX 8 OMHOUEHULU PAZHOPOOHOCMU
Kaunuueckoeo meueruss ATPO I[HC u poau kauHuveckux u mepanesmu4ecKux npoeHOCMu4ecKux (haKkmopos y nayuenmos 6 o3pacme 0o
1200a u 2—3 aem.

Ileavto dannoeo uccaedosanus ObvL10 nposedeHue cpagHumMenvHoll oyenku pezyromamos aeverus demei ¢ ATPO I[HC ¢ ykazanubix
603PACMHbBIX 2PYNNAX.

Mamepuaaot u memodot. C 2008 no 2021 e. 6 uccredosanue Oviau exarouensv: 106 nayuenmos, Komopsim npo8oOUAOC NPOCDAMMHOE
aeuenue no pazruunvim npomoxosam (ATPO-2006, MUV-ATRT, EU-RHAB u undugudyanvhvie cxemvl mepanuu).

OpuruHanbHble uccneposanus // Original studies
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B 3asucumocmu om 6o3pacma nayuenmot 0biau pasdesenvt Ha 2 epynnvi: om 1 do 12 mecayes — 41 nayuenm, om 13 do 36 mecsayes —
65 nauuenmos. Meduana éo3pacma cocmasuna 16 (9—23) mecsayes. Yxazannvie epynnor 6oavhvix (1—12 mecayes u 13—36 mecsauyes)
cmamucmu4ecku 3Ha4UMo He pazaudaiico No KAUHUMECKUM U Mepaneemu4eckum XapaKmepucmukam (noa, nepeutHas N0Kaiu3auus
U pacnpocmpanenHoCmsb ONYXo01e6020 NOPANCeHUs., cmadus 3a004e6anus, 00sem Y0aieHus NepeutHo20 ONyxonee020 o4aza, nPomoKoabl
JAeuenus, 004 nayueHmos, noayyusuwiux ayuesyro mepanuto (JIT), vicokodosnyro noauxumuomepanuro (BAIIXT) ¢ aymonoeuunoii
mpancnaanmayuell 2eMon0IMU1ecKux cmeonogulx kaemok (aymo-TICK), unmpamekanvhyo/uHmpaseHmpukyAsapHy0 Xumuomepanuio).

Pesyavmamot. Ha momenm ananuza xcuswt 48 (45,3 %) nayuernmos, ymepau 58 (54,7 %) 6oavhbix, uz vux 52 (90 %) om npoepeccuposarust
bonesnu u 6 (10 %) om ocroxcrnenuii noauxumuomepanuu (IIXT). ITokazamens oOnonemueii evicusaemocmu 6e3 npoepeccupoganus (BBII)
6 epynne om 1 do 12 mecaues cocmasun 32 %, 2-nemueii — 18 %, 5-remueii — 18 %, nokazamens o0HonemHel 00uell 6biCUEAEMOCMU
(OB) — 53 %, 2-nemneii — 29 %, 5-nremueit — 25 % npu meduane nabarodenus 8 u 13 mec coomeemcmeenno. [lokazamens oonoremueil
BEII 6 epynne om 13 do 36 mecayes cocmasun 61 %, 2-nemneit — 36 %, 5-nemneit — 33 %; noxasamenw oononemnueii OB 6vin pasen 86 %,
2-nemmueii — 67 %, 5-nemueit — 49 % npu meduane nabawodenus 19 u 38 mec coomeememeenno. B nauiem uccaedoganuu Ovinu onpedenervl
0CHOBHbIE npeduxmopbst yayuuienus nokazameneii BHIT u OB y nayuenmos ¢ ATPO L[HC 6 kaxcooii éo3pacmmoii epynne. Jlns nayueHmos
6 6o3pacme 1— 12 mecsayes paxmopamu, yAy4HuarouuMu 8bldCUEAEMOCb, AGALAUCH OMCYMCMEUE MeMACMAmu1eckKux 04a208 NopasceHus
Ha MOMeHm NocmaHoeKu duaenosa, nposedenue mepanuu no npomoxoary MUV-ATRT, JIT u BAIIXT ¢ aymo-TICK, a ¢ epynne 13—36
Mecsaueé — momanbHAs Pe3eKyus NepeuuHO20 0NYyxX01e6020 ouaza, nposederue cmandapmuoi I1IXT no npomorxoay ATPO-2006 u JIT.

3akarouenue. Hecmomps na mo, umo naauuue duaernoza ATPO I[HC y demeii maaduie 3 nem 00bIMHO accOuuupyemcs ¢ 6bICOKUM
DUCKOM pA38UmMusi NPOSPeccUpOBanusl u peyuousa 3a001e6anus, pe3yibmanmsl HAue20 UCCAe008aHUS OCMOHCMPUPYION He0OHOPOOHOCHb
KAUHUMECKO020 U Mepanesmu4ecKo2o npoguieil 8 YKa3anHoli 603pacmuoll epynne RayueHmos.

KiioueBble ciioBa: meTu, aTUIIMYHASI TEPATOMIHO-PAOIOMIHAS OIyXO0JIb LIEHTPAIbHOM HEPBHOM CUCTEMbI, XMMMOTEPAIIHSI, JTydeBast
Teparnusi, pe3yabTaThl JIEUEHMSI, BBIKUBAEMOCTb, TPOTHOCTUYECKUE (PaKTOPhI

Jna uutupoBanus: OmbxoBa JI.B., XKenynkoBa O.I., 3y6aposckas JI.C., JleBamoB A.C., CmupHoBa A.}O., [lunukuna 10.B.,
Kymens FO.B., Menuksu A.T., TopensiieB C.K., PezkoBa M.B., Tpynun FO.1O., TeBoprsin A.I, ITonymkuna O.b., [Tornos B.E.,
IMpuBanosa JI.I1., FOguna H.B., IToropenos .H., Top6areix C.B., BopooséB H.A., Ilnaxoruna H.A., MapteiHoBa H.U.,
Cksopuona T.10., 3aituukoB A.H., Mymunckas M.B., Cakyu J1.JI., Munkuna JI.M., [llenkuna E.B. CpaBHUTEbHBIE pe3yIbTaThl
JICYCHMSI IETel C aTUIIMYHOM TepaTOMIHO-PaOIOMIHOM OITYXO0JIbIO IEHTPAIbHON HEPBHOM CCTEMBI B MITAIIIIE BO3PACTHOM IPYIIITE.
Poccuiickuii XypHai 1eTcKoi reMaToJoruu U oHkosoruu. 2023;10(1):11-24.
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Comparative treatment results of children with atypical teratoid/rhabdoid tumor of the central nervous system
in the younger age group
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Introduction. Atypical teratoid/rhabdoid tumor (ATRT) of the central nervous system (CNS) belongs to the embryonic group, occurs mainly
in children under 3 years of age and is characterized by an extremely aggressive clinical course and unfavorable outcome. However, there
is not enough data about the heterogeneity of the clinical course of CNS ATRT and the role of clinical and therapeutic prognostic factors in
patients under 1 year of age and 1—3 years of age.

The aim of this study was fo conduct a comparative evaluation of treatment results in children with CNS ATRT in the indicated age groups.

Materials and methods. From 2008 till 2021 years 106 patients were included in this study. Each patient underwent a therapeutic program
according to determined protocol (ATRT-2006, MUV-ATRT, EU-RHAB and individual variant). All patients were divided into 2 groups
according to age: from 1 to 12 months — 41 patients, from 13 to 36 months — 65. Median of the age was 16 (9—23) months. These cohorts of
patients (1— 12 months and 13—36 months) were comparable in clinical and therapeutic characteristics depending on gender, localization of
the primary tumor site, stage of the disease, extent of surgical resection, therapeutic protocol, number of patients, who underwent radiation
therapy (RT), high-dose chemotherapy (HDCT) with autologous hematopoietic stem cell transplantation (auto-HSCT), intrathecal/
intraventricular chemotherapy.
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Results. At the time of analysis 48 (45.3 %) patients were alive, 58 (54.7 %) patients died, of whom 52 (90 %) from disease progression and
6 (10 %) from therapeutic complications. One-year progression-free survival (PFS) in the group from 1 to 12 months was 32 %, 2-year —
18 %, 5-year — 18 %; one-year overall survival (OS) — 53 %, 2-year — 29 %, 5-year — 25 % with a median follow-up 8 and 13 months
respectively. One-year PFS in the group from 13 to 36 months was 61 %, 2-year — 36 %, 5-year — 33 %; one-year OS — 86 %, 2-year —
67 %, 5-year — 49 % with a median follow-up 19 and 38 months respectively. In our study we identified the main predictors of the PFS
and OS improvement in patients with ATRT CNS of each age group. In the 1—12 month group, these factors were: absence of metastatic
involvement, MUV-ATRT therapeutic protocol, RT and HDCT with auto-HSCT:; in the 13—36 months group: gross total/near gross total
resection of the primary tumor cite, ATRT-2006 therapeutic protocol and RT.

Conclusion. Despite the fact, that the presence of a diagnosis of ATRT CNS in children under 3 years of age is usually associated with a high
risk of disease progression and recurrence, the results of our study demonstrate the heterogeneity of the clinical and therapeutic profile in this
age group of patients.

Key words: children, atypical teratoid/rhabdoid tumor of the central nervous system, chemotherapy, radiation therapy, treatment
results, survival, prognostic factors
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Bgenenue

ATtumnnuHasi ~ TepaTOWIHO-paOIOWAHAST  OIMyXOJb
(ATPO) uenrtpanbHoit HepBHOI cuctembl (LIHC) nHa
OCHOBaHWM OIpe/ie/ieHns] KiaaccUdUKaIuy OIyXoJieit
LIHC BcemupHoit oprann3anuu 3npaBooxpaneHust (BO3)
TIPE/ICTABIISIET COOOI 37I0KAaYeCTBEHHYIO0 SMOPUOHAIBHYIO
omyxosib LITHC, cocrosiiiyto mpeuMyIecTBEHHO U3 TIJI0X0
nuddepeHITMPOBAaHHBIX 3JIEMEHTORB C YACTHIM BKITIOUEHU -
eM pabIOMIHBIX KJIIETOK U MHaKTUBaumeit reHa SMARCB1
(INI1) wim upesBbruaiino peako rena SMARCA4 (BRG1)
[1, 2]. lanHas rpymiia oryxosieilt Hanbosiee 4acTo BCTpe-
YyaeTcs y MaluMeHToB B Bo3pacte no 10 JieT u cocTaBisieT
20 % Bcex 3nmokauecTBeHHBbIX omyxosieit [THC y nereii
B Bo3pacte 1o 3 jiet [3—5]. KpaiiHe peako BCTpedaroTcs
ciyyan ATPO y moapocTKOB M MOJIOABIX B3pOCIbIX [6, 7].
IMokazarens nmepBuuHOI 3a6oseBaemMoctu ATPO y nereit
u moapocTkoB coctapisgeT 0,12 Ha 100 000 meTckoro Hace-
senust [8].

MeXIyHapOIHbBI OIBIT JIEYEHUs JEeTeil C NaHHBIM
3a0osieBaHMeM mpeonosien mopor B 25 ner. Ho tonbko
B TIOCJIE[IHUE TOAbl OBUIM TIPENCTaBICHBI DPE3YJIBTAThI
HECKOJIBKUX KPYITHBIX MyJTUIIEHTPOBBIX UCCIICIOBAHUIA:
AMepuKaHCKO#1 eTCKo oHkoorudeckoit rpymis (COG
ACNSO0333, HeadStart III), EBpomeiickoro perucrpa 1o
U3YYEHUIO PaOIOMIHBIX OTTYX0JIel (pe3yJIbTaThl TpoTpaM-
Mbl EU-RHAB), Kopeiickoil 1eTCKoii OHKOJIOTUYeCKOM
rpymsl [9—15].

C 2003 mo 2009 T. HEWPOOHKOIOTUYECKOUW TIpyII-
noit Jletckoil kiaumHUKM Jloc-AHIxeneca MpOBOAMUIIOCH
nccienoBanue HeadStart 111, B KoTopoMm MHIYKIIMOHHAS
xumuorepanus (XT) Obuia mpeacTaBieHa 5-10 Kypcamu
MTX-OPEC (BBICOKOMO3HBI METOTpeKcaT, BUHKPH-
CTUH, LMCILIATUH, 3TOMO3UI, LIUKIJIohochamMul) B abTep-
HupyotieMm pexume ¢ TVOC (TeM030710MUIT, STOMTO3U/,
BUKPUCTUH, ITUKJIO(ochaMua) 1 KOHCOIUIAIIUEH C MUE-
JI0a0JIATUBHBIM PEKMMOM BBICOKOIO3HOU MOJTUXUMUOTE-
paruu (BATIXT) (Tuortema, 3TOMO3un M KapOOTUIATHH)
C MOCJIeIYIoNIel ayTOJOTUYHON TpaHCIIaHTAllUe TeMO-
TMO3TUYECKUX CTBOJIOBBIX KJeTok (ayto-TI'CK). lannas

rmporpaMMa Teparuu BbITIoJIHeHa Yy 19 OOJbHBIX B BO3-
pactHoit rpynme a0 3 net (mo 1,5 rona — 13 mamueHTam,
1,5—2 roma — 3 60mbHBIM, OT 2 10 3 1eT — 3 meTsiM). [Ipm
9TOM WHGpPaATeHTOPUATbHAS JIOKATU3aIlusl TTePBUYHOTO
OTIyX0JIeBOTO ovara Gblia BhisiBlieHa Yy 14 (74 %) nmauyeH-
TOB, CylpaTeHTopuaibHast — y 5 (26 %), ToTaabHOe yaa-
JICHVE OITyXOJIH BBITTOIHEHO Y 9 (47 %) GONBbHBIX, HATTUUNE
METACTaTUYECKOTO MOpaxXeHUs: o0HapyxeHo y 8 (42 %)
nanueHToB. [lokaszatenu 3-yeTHe OeCCOOBITUITHOM
(BCB) u o6uueit (OB) BokuBaeMocTu coctaBmiu 21 %
u 26% cooTBeTCTBEHHO. B 5 citydasix ObLIW BBISIBJICHBI
(baranpHbBIE TOKCHMYECKUE OCIIOXHEHUS] MH(PEKIIMOHHOTO
1 HeMH(EKIIMOHHOTO TeHe3a, B § HAOMIONEHUSIX — TPO-
rpeccupoBaHue 3a00JIeBaHUST BO BpeMsl WHAYKIIMOHHOM
XT. Tonbko 3 GonbHBIM TipoBeneH atan BJATIXT ¢ ayro-
TI'CK. Tpu nmauneHTa 06e3 MPU3HAKOB PELIUANBA U IIPO-
rpeccupoBaHus 3ab0jeBaHUs ObUIU cTapliie 12 Mecsues,
Yy HUX OTMEUYeHO WHQPATEeHTOPUATbHOE PACIIONOXKEHUE
TMEePBUYHOTO OITyXOJIEBOTO OYara, U3 HUX 2 TPOBENEHO
TOTAJILHOE yJaJIeHUE OITyX0JIEBOTO O4Yara vy 2 OTCyTCTBO-
BaJI0 MeTacTaTUyecKoe mopaxeHue. [lomydeHHble AaH-
HbIE CBUJIETEJICTBYIOT O TOM, YTO JUIUTETbHAS MHAYKIIU -
oHHas XT MoXeT NpUBOAUTL K (POPMUPOBAHUIO paHHEN
pe3ucTeHTHOCTH oryxoiu. OlleHKa MPOTHOCTUYECKOM
3HAYMMOCTH KJIIMHUYECKUX U TePATIeBTUIECKUX (DaKTOPOB
He TTPOBOAWIIACH B CBSI3U C HEOOJBIIOK BEIOOPKOIA Malu-
eHToB [15].

C 2004 o 2006 r. AMeprKaHCKOE COOOILECTBO KJIK-
HUYecKol onkonoruu Ha 6aze Muctutyra [lana—®ap6ep
MPOBOIUJIO KCCJIEIOBAHNE, OCHOBAaHHOE HAa WHTEHCH-
uumposanHom npotokosie IRS TII. [lanHbIif TpoTOKOIT
COCTOSIT U3 6-He[eNbHOM MPeay4eBoil MHAYKLIMOHHOM
XT (mokcopyOMUMH, TaKTUHOMULIMH, LHUKIoGochamMu,
LUCTUTATUH, 3TOTO3U/I 1 BUHKPUCTUH ), IOKAJIbHOM JTyue-
Boii Teparuu (JIT) y mereit mnanie 3 jieT U KpaHUOCTIU -
HanbHOrO o0yueHust (KCO) y manmeHToB crapiie 3 et
¢ M+-cranueii 3a0oJjieBaHusI, TTOCIEAYIOLIEH MOAIEePKU-
aromeid XT B Buae uepenmyrornuxcs Kypcop VAC/VADC
(BUHKPUCTUH,  HAKTUHOMHUIMH,  IUKJIodochamum/
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BUHKPUCTUH, TaKTUHOMMLIWH, HUKJI0dochaMua, 10KCo-
pyouiuH). B 1mensix mpoduaakTUKy 1 JISYSHUS JISTITOME-
HUHI€aJbHOIO IOPaXKEHUS IPUMEHSIACh MHTPATeKajlb-
Hasi/uHTpaBeHTpuKyIsspHas (UT/WUB) XT ¢ BBemeHuem
MeTOTpeKcaTa, IIuTapaduHa M r'uApoKopTu30oHa. JdaHHasa
nporpaMMma Tepanuu Oblla MpoBeAeHa 12 malueHTaM
B Bo3pacTe 10 3 jieT (1o 12 mecsueB — 4, crapiie 12 mecs-
1eB — 8 mpu MeauaHe Bo3pacTa 18 mecsiieB). CympaTeH-
TOpMaJibHasl JIOKaau3alus IEPBUYHOIO OITyXOJIEBOIO
ouara BbisiBiieHa Y 6 (50 %) GosbHbBIX, MUHGPATEHTOPUATIb-
Hast —y 6 (50 %), ToTajbHOE yIaJeHUe OITyXOJIM ITPOBETN
y 6 (50 %) nauueHTtoB, M0O-cTanust 3ab0JieBaHUSI OTME-
vyanach y 10 (83,3 %) nmereit. IlokazaTenu omHOJETHEH
BbDKMBaeMocTu 0e3 mporpeccupoBanus (BBIT) u OB
coctaBuin 45,4 % u 58,3 % coorBeTcTBeHHO. [1pu aTOM
TOJIBKO y | malueHTa OTMEUEH JieTaJbHbIA UCXOI B CBSI-
31 ¢ (aTaJbHbIMM MHGEKIMOHHBIMU OCIOXHEHUSIMU.
VY 5 pmereit OoTCYTCTBOBaIM MPU3HAKU PEelUIMBA U TIPO-
rpeccupoBaHus 3aboyieBaHUsI, B 4 ciaydasX NMEepBUYHBIA
oyar OIyXOJW pacrHojarajicss MHOPATEHTOPUATILHO,
B 4 — IIPOBECHO TOTAJIbHOE YIaJeHNE OIyX0JIeBOro o4yara
U y BCEX OTCYTCTBOBAJIO METACTAaTUYECKOE IOpaKeHUE.
ToBOpPUTH O IPOrHOCTUYECKOM 3HAYMMOCTU KIMHUYECKUX
U TepaneBTUYeCKMUX (haKTOPOB JOCTATOYHO CJIIOXKHO B CBSI-
3 C HEJOCTATOYHBIM KOJIMYECTBOM HalOJoneHuMIA [16].

C 2009 mo 2013 r. mpoBeneHo ucciaenoBanue COG
ACNS 0333, coueraromee 2 Kypca HMHIYKIMOHHOI
XT MTX-OPEC (BbICOKOIO3HBIII METOTPEKCAT, BUH-
KPUCTUH, LMUCIUIATUH, OTOMNO3UA, UMKIohochaMm)
u 3 kypca BATIXT (tuotena, kapdoruiatus) ¢ ayto- TTCK
n crpatuduipoBanHoi mo Bospacty JIT. B manHoe
HCClIeq0BaHue ObIIM BKJIIOYEHBI 65 MaleHTOB, Cpenu
HUX B Bo3pacte a0 12 mecsieB — 20 (31%) GobHBIX, OT
13 mo 35 mecsineB — 34 (52 %), crapiue 35 mecsies — 11
(17 %) nanuenroB. MHbpaTeHTOpUaIbHAST TOKAIU3ALMSI
omyxouiu BeisiBiieHa y 33 (51 %) nereii, cynpaTeHTOpUAJIb-
Has Jokanusauust — y 26 (40 %), Hajuuue MeTacTaTude-
ckoro nopaxenust — y 24 (37 %) (npu stom M2-cranust
BoIsiBIeHa y 10, M3 —y 11), ToTanibHOE yaajieHue epBUY-
HOIO OIIYXOJIEBOT'O oYara BbIIojHeHO Yy 25 (38 %). Dran
BIIIXT ¢ ayro-TI'CK nposeneH y 42 (64,6 %) naiueH-
toB, JIT — y 40 (61,5 %). [1pu aTOM mporpeccupoBaHUe
3a00y1eBaHMSI BO BpeMs MHAYKLIMOHHBIX IUKI0B XT ObLIO
BbIsIBIIEHO ¥ 6 (9 %) nmaumenToB. ITokazatenu 4-neTHeit
BCB u OB nng Bceii BbIOOPKM MallMEHTOB COCTaBUJIN
37 % u 43 % COOTBETCTBEHHO, B BO3PACTHOM I'PYIIIIE 10
6 mecsieB — 43 % u 43 %, ot 6 no 11 mecsaueB — 38 %
u 38 %, or 12 no 35 mecsaues — 32 % u 40 %, crapiue 35
MmecsitieB — 48 % u 57 % coorBetcTBeHHO (p = 0,207 mist
BCB, p = 0,162 nns OB). 15 MallMEHTOB C HaJIXYMEM
WIX OTCYTCTBMEM METACTaTUYECKOIO ITOPaKeHMS JaH-
Hble Mokaszatenu coctaBuian 39 % u 43 %, 36 % u 43 %
cootBeTcTBeHHO (p = 0,743 mna BCB, p = 0,581 musa
OB), mns nmauueHToB ¢ MH(pPATECHTOPUAILHON JIOKAIM-
3aLKell TepBUYHOTO ormyxosieBoro oyara — 48 % u 54 %
COOTBETCTBEHHO, C CylpateHTopuaibHoi — 27 % un 35 %
cootBercTBeHHO (p = 0,115 mnst BCB, p = 0,113 n1st OB);
IUIS TALIMEHTOB € TOTAJBHBIM yIaJIeHUEM oItyxou — 46 %
U 54 % COOTBETCTBEHHO, [UISI TPYIMIIbI ¢ CYOTOTaJbHBIM
M YACTUYHBIM yrajaeHueM oryxoiau — 31 % u 38 % coor-
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BerctBeHHO (p = 0,660 mis BCB, p = 0,392 nna OB).
IIporHocTuyeckasi 3HAYMMOCTb KJIMHMYECKUX M Tepa-
neBTUYeCKUX (pakTopoB He ycTaHoBjeHa [13]. Ho BaxkHO
OTMETUTD, YTO COKpallleHHE MIUTEIbHOCTH MHIYKIIMOH-
HOW Tepamnuu, yBeJIudyeHue KoamuuectBa KypcoB BTTXT
¢ ayto-TI'CK n nmpumeHeHue cTpaTu(GUINPOBAHHONI 10
Bo3pacty JIT B cpaBHeHuu ¢ nmporpammoii Headstart I11
MPUBEIO K HEKOTOPOMY yBeJIuueHuto rnokasareneit BCB
n OB y maunenroB ¢ ATPO IIHC B Bo3pacTHOI1 rpyrime
10 3 JeT.

B uccnenoBanuun EU-RHAB, xoTopoe mpoBoamnioch
B ctpaHax EBporsl ¢ 2009 mo 2017 1., IpUMEHSUICS peKUM
nHaykunoHHoi XT, cocrosiumii u3 6 aabTepHUPYIOIINX
kypcoB XT: DOX (mokcopyouuns), ICE (udochamun,
KapOorutaTuH, 3torno3un), VCA (BUHKPUCTUH, TaKTUHO-
MULMH, ITUKI0dochaMua) B COYeTAHUM C UHTPABEHTPU -
KYJSIDHOI Tepaliveil ¢ MCIIOJb30BAaHMEM METOTpEKCaTa.
Janee B 3aBUCUMOCTM OT OTBeTa Ha WMHAYKIIMOHHYIO
tepanuio npoBomwnchk 3 Kypca XT (DOX, ICE, VCA)
wi BJAITXT (tuoremna, kapooriatuH) ¢ ayro-TT'CK. JIT
B 3aBUCHMOCTHU OT BO3pacTa pebeHKa U paclpOoCTpaHeH-
HOCTH OITyXOJIM BBIITOIHsIIACH Mexkny 1—6-M kypcamu XT.
B uccienoanue 0bl1M BKIIOYEHBI 143 maiueHTa (B BO3-
pacte 10 12 mecsieB — 50 (35 %), ot 13 no 35 mecsieB —
73 (51 %) n crapuie 35 mecaues — 20 (14 %). Undpa-
TEHTOpMAJIbHASI JIOKAJIM3allKsl OIyXOJIM ObLIa BbISIBJICHA
y 86 (60 %), cynpareHtopuanbHast — y 53 (37 %) nereii.
Hannuue meractatudeckoro nopaxenus — y 43 (30 %)
00JbHbIX, M2-cramusa —y 7 (5 %), M3 —y 24 (17 %).
CHHXpOHHOE OIyXxoJjieBoe mnopaxeHue (Mpu HaTUYUU
paboOMIHOM OIyXOJU C IOpPaXEeHWEM II0YeK, IKCTpa-
HEBPaJIbHOI'0/3KCTPapeHAIbHOTO IOPaXKeHMS) YCTaHOB-
sneHo y 9 mauuenTtoB. BAIIXT ¢ ayro-TI'CK BeimosiHeHa
y 34 (24 %) 6onbHbIx, JIT —y 81 (87 %). I1pu aTOM oKa-
3arenu S-netHeit BCB 1 OB 1 Bceit rpynibl cocTaBUIn
30,5 % u 34,7 % coorBercTBeHHO. [ToKazaTenu S5-j1eTHeit
OB y neteit mo 12 MecsiiieB u crapiie 12 mecsieB cocTa-
B 16,7 % u 45,3 % coorBercTBeHHO (p < 0,0001),
C HaJIMYMEeM M OTCYTCTBMEM METAaCTaTUYECKOIO Iopaxke-
HUA IpY MaHudecTauy 3adoaeBanusa — 16,9 % u 43,0 %
cooTBeTcTBeHHO (p < 0,05). 3HaueHHe paguMKaIbHOCTU
yIaJleHUsI IEPBUYHOIO OITyX0JIEBOTO OYara, a TakxKe Ipu-
meHenuss BIATIXT c ayro-TI'CK mis mokaszateneii BCB
u OB B pamKax TaHHOTO MCCJIEIOBaHUS HE YCTAHOBJICHO.
Hannune CMHXPOHHOTO OITyXOJICBOTO IOPAXKEHUS SIBJISI-
eTcst (hakKTOpoM KpaiiHe HeOJIaronpHusTHOIO MPOrHo3a
¢ 5-nernumu BBIT u OB 0% [10].

C 1992 mo 2012 r. ABCTpMIICKOIT OETCKON OHKOJIO-
TMYECKOi rpynroil ObLIO MPOBEAEHO MCCIIeI0BaHUE IO
npuMmeHeHuIo nporokoja MUV-ATRT, koTopslit cocTo-
a1 u3 3 KypcoB nHaykuoHHoit XT ¢ mcnonb3oBaHueM
BUHKPUCTUHA, BBICOKOIO3HOIO0 MeTOTpekcarta, udboc-
damumpa, mUCIIaTMHA, 3TONO3WAa, LMKIodocdamuaa,
nokcopyounnHa ¢ UT/VB-BBeaeHueM aToro3uaa, Jumo-
COMAJIbHOTO LIUTapabuHa ¢ MOCIeAYIOIIUM IIPOBeACHUEM
3 kypcoB BJITXT (c mpuMeHeHeM TUOTEIThI, KapOoILia-
ThHa, stono3uaa) ¢ ayro-TT'CK u jJokaabHBIM 3Tariom
JIT. B uccnenoBaHue BKJIIOUEHHI 5 MAlIMEHTOB B BO3pacTe
no 3 jer ¢ uH@paTeHTOPUATbHON JIOKaIu3aluei mep-
BUYHOTO OIIyXOJIEBOIO OvYara, Cpeid HHUX Y 3 BBISIBICHO
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HaJlM4ue METaCTaTUYECKOro MOPaXeHUsI, Y 3 BBIITOJIHEHA
TOTaJIbHasl Pe3eKlysl MEePBUYHOIO OIYXOJIEBOIO oOvara.
[MonHoe mporpaMMHOE JIeYeHUE IO JaHHOMY IIPOTOKO-
JIy MPOBEACHO y BCeX IMalMeHTOB. Ilpu 3TOM IMO3aHMIA
peunauB 3a0oJieBaHMSI BBIIBICH TOJbKO y | pebeHKa
(uepes 8,5 roga mociie 3aBepIlIeHUs TTPOrPaMMHOTO Jieue-
HUs) ¢ MaHMpecTaleit 3aboaeBaHus B Bo3pacTe 1 rona.
IMokaszatean 5-netneit BCB u OB cocraBuau 100 %.
[IporHocTuyeckast 3HAYMMOCTb KIMHUYECKUX U TepaIleB-
TUYECKUX (DAKTOPOB HE OLIEHMBAJIACh B CBSI3U C HEJAOCTa-
TOYHBIM KOJIMYECTBOM HaboneHuii [17].

C 2005 mmo 2011 r. Kopeiickoii 1eTCKOII OHKOJIOrYe-
CKOI1 Tpymnrioil mpoBeneHbl nccienoBanusgs KSPNO-S052
n KSPNO-S082, koropble BKJIOYaId B ceOs1 6 KypcoB
uHaykinoHHoit XT B anprepHupytomem pexume OPEC
(BUHKPUCTUH, LMCIUIATUH, O3TOMO3UMA, HIUKIodocha-
vmun) u CEIO (xap6omiaTuH, 3Tomo3un, udbochaMmus,
BUHKpUCTUH), TaHaeMHoi BIIIXT (kapOomiaTuH,
THOTEMa, 3TOMO3UI M IuKIodochamMua 1 MeadaiaH)
¢ ayro-TI'CK ¢ mocnenyromieit JIT. C 2011 mo 2019 &
BoeinosiHeHO uccnenoBanue KSPNO-S1102, Bkitouasiiiee
2 kypca uHaykiuoHHoii XT OPEC u CEIO (c pemyk-
LMeil 103 XMMHUOIIpenapaToB Ha 25 %) ¢ mapajuleJbHbIM
nposeaeHueM JokaiabHoi JIT u UT XT. Jlanee 4 kypca
OPEC u CEIO 06e3 penykiiuy 103 ¢ MOCIEIYIONIei TaH-
nemuoit BIATIXT ¢ ayro-TI'CK m kxpaHmocnuHaabHOI
JIT. VkazaHHoe TiporpaMMHOE JiedeHUE IIPOBEACHO
43 naurentam (KSPNO-S052u KSPNO-S082—-19(44 %),
KSPNO-S1102 — 24 (5%), cpenu HUX B Bo3pacTte 10 12
MecsieB O0butn 20 (46,5 %) neteii u crapiie 12 MecsilieB —
23 (53,5 %). Hanumune MeTacTaTU4EeCKOIO ITOPaskKeHMS
BbIsiBIIEHO Y 18 (31,9 %) OOJIbHBIX, TOTAJbHOE yaajleHue
OITyXOJIM BbIIOJIHEHO Y 24 (55,8 %). Iloka3atenu 3-jeT-
Heir BBII n OB mag Bceit rpynmsl cocraBuian 28,5 %
u 38,1 % coorBeTcTBeHHO, 3-1eTHeli BBI B 3aBucuMoctu
ot mporpammbl Tepanuu (KSPNO-S052/KSPNO-S082
u KSPNO-S1102) — 0 % u 47,4 % COOTBETCTBEHHO
(p = 0,04), oT HaAMMYUS WIM OTCYTCTBUS MeTacTaTHYe-
ckoro mopaxeHus — 14 % u 43,1 % cOOTBETCTBEHHO
(p = 0,03), ot 6onee panHero npoBeneHus JIT (Ha aTare
nuaykuuonHoi XT wnu nocne BATIXT) —4,1% u 77,1%
cootBeTcTBeHHO (p < 0,01) . ¥V 24 manmeHTOB, KOTOPHIM
ob11 BeimosaHeH atan BATIXT c ayro-TI'CK, nmokazarenn
3-nerHeit BBIT cocraBui 41,7 %, a B rpyniie u3 18 nauu-
enToB 0e3 BJIITXT c ayro-TI'CK nmoka3zaTtenb ogHOJIETHE
BBIT — 13,8 % (p < 0,01). JlocTOBEpHOI1 pa3HULILI B ITOKA-
3atenax BBIT u OB B 3aBucumocTu oT Bo3pacrta (o 12
MecsIIeB U cTapliiie) He BbisgBiIcHO. CoueTaHue paHHEM
JIT, unpykumonHoit XT ¢ mocnenytomeii BJITTXT ¢ ayTo-
TI'CK crioco0cTBOBaJIO YBETMUEHUIO TTOKA3aTe e 3-1eT-
Heit BBIT no 47,4 % [12].

Takum obOpa3om, eanHON YHUDULIIMPOBAHHON TaKTH-
ku nedyeHus nauueHToB ¢ ATPO LIHC B Hacrosiee Bpe-
Msl He cyuiecTByeT. CoBpeMeHHbIe IPOrpaMMbl Teparuu
XapaKTepU3YIOTCSI KOMILUIEKCHBIM ~ MYJIBTUMOAAIbHBIM
MOAXOAOM C IPUMEHEHHUEM OIlepaTUBHOIO 3Talla Jieye-
Hus, cranaaptHoii XT, peruonapHoii XT, BAITXT c ayro-
TI'CK u JIT c yueTom Bo3pacTa IaiieHTOB.

Ilenbio Hamiero uccjenoBaHMs CTajla CpaBHUTEIbHAsl
oueHka pesynbraroB jgedeHuss ATPO ILIHC Ha Tepputo-
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pun Poccuiickoit @enepaunu (PD) y mereit miamiiero
Bo3pacTa (10 3 JeT).

MarepuaJjsl 1 METOIbI

B ycinoBusx cnelimann3upoBaHHBIX OTASACHUN (ee-
paJIbHBIX LIEHTPOB, a TAKXKE B MHOTOIIPOGUIbHBIX CTALIM -
oHapax pa3nu4HbIXx pernoHoB P® ¢ 2008 o 2021 r. mpo-
BEICHO KOrOPTHOE PETPOCHEKTUBHO-IIPOCIEKTUBHOE,
MHOTOILIEHTPOBOE (B 9 permoHax) uccjieaoBaHUeE.

ITpu BKIIIOYEHUM HALMEHTOB B UCCICIOBAHKUE YIUThI-
BalMCh cienytomue kpurepuu: nuario3 ATPO, koTtopslit
MOATBEPKIEH IMPU MPOBEACHUN IPUKU3HEHHOrO IaTo-
JIOTOAHATOMUYECKOI0 MOP(OJIOrMYeCKOro M MOJIEKY-
JISPHO-OMOJIOTUYECKOTO MCCIEAOBaHUSI OMOICUITHOTO
(orepallMOHHOTO) MaTepualia B COOTBETCTBUU C KpPUTE-
pusimu knaccudukanuu onyxoieii [IHC BO3 B mepe-
cmotpe oT 2016 1 2021 1. (OTCYTCTBHME KCIIPECCUN OeTKa
INII1 B kieTKax OINMyXoJIM MO JaHHBIM UMMYHOTMCTOXU-
MMYECKOTO MCCJCIOBAaHUSI, Hald4yue MyTallud B TeHE
SMARCBI no maHHBIM CeKBeHUpoBaHus 10 CaHrepy),
Jokanuzauus onyxosu B nipeaenax LIHC, Bo3pact nmamu-
€HTOB /10 36 MecsilieB Ha MOMEHT ITOCTaHOBKU JAMAarHo3a,
KOMILIEKCHOE JIeUeHHE 10 Pa3IMYHBIM IIPOTOKOIAM Tepa-
11, KOTOPbIE MPUMEHSUIMCH IIPU JaHHOM 3a00JIeBaHUU.

Bribopka u3 106 manueHTOB SIBISIETCST pelpe3eHTa-
TUBHOM UISI TOTO, YTOOBI BBISIBUTH PA3/IMYMSI B OLICHKE
IIPOrHOCTUYECKON 3HAYMMOCTU OTACJbHBIX I10Ka3a-
Teleii. MUHUMAaNBHBI 00beM BBIOOPKM TIPU YPOBHE
3HauuMocty 10 % njist coxpaHeHUsl CTaTUCTUYECKOM
moiHocTH B 80 % cocrasisieT 97 nauueHToB. COOp maH-
HBIX, MUX IIOCJIEIyIollass KOPPeKIus, CUCTeMaTU3alLlMs
MCXOIHOM MHMOPMALMKM U BU3yalIM3alus MOJTy4eHHbBIX
pe3yabTaTOB OCYIIECTBISUINCh B 3JIEKTPOHHBIX TaOJIM-
nax Microsoft Office Excel (2016). Cratuctuyeckas
00paboTKa pe3y/IbTaTOB IIPOBEACHA C IMOMOILbIO sS3bIKa
nporpammupoBanus I[luron (Python 3.8). dna pac-
YeTOB ObLIM MCIOJIb30BaHbl BCTPOCHHBIE (DYHKLIMU M3
monyneit Scipy u Lifelines. JIyst olleHKM COOTBETCTBUS
KOJIMYECTBEHHBIX ITOKa3aTelieii HOpMaJbHOMY pacIipe-
IeJeHUI0 MCmoyib3oBaicsa Kputepuii Illanupo—Yuika.
[TonyyeHHbIE B UCCACIOBAHUM JAaHHbIE OTIMYATUCH OT
HOPMaJIbHOTO pacIipee/IeHus], I0O3TOMY B JaJibHEeHIIeM
pacyeThl IMPOU3BOAMINCH METOAAaMU HellapaMeTpuye-
CKOI CTaTUCTUKU. B KadecTBe LieHTpa pacmpeleicHMs
ObTa MocuMTaHa MenuaHa (Me), a B KauyecTBe IOKa-
3atesell Bapuanuu — kBaptuiaud (Ql; Q3) m mmama3zoH
Bapuanuu (min—max). s cpaBHeHUsS HECBS3aHHBIX
BBIOOPOK B CJIy4asiX OTCYTCTBHUS IPU3HAKOB HOPMAaJIbHO-
ro pacopeeaeHNs JaHHbIX UCIoJib3oBajicst U-Kputepuii
ManHa—¥YuTtHu. Pe3ynbraThl KaueCTBEHHBIX TTPU3HAKOB
BbIpaxKeHbl B a0COJIIOTHBIX YUCJIaX C YKa3aHUEM IoJieid
(%). HoBepurenbhblii uaTepBain (AM) 95 % nns monu
ObLT paccyuTaH mo Metony Bambma. CpaBHeHUE HOMMU-
HaJIbHBIX JaHHBIX B HE3aBUCHUMBbIX IPYIIIIaX IIPOBOIMIOCH
npu oMoty kputepus x2 [upcona. @yHKIMS BbIKMBa-
€MOCTU M KyMYJISITUBHAsI BEPOSITHOCTh aHAJIU3UPYEMOI0
coObITUs paccuuMTaHa o Metony Kammana—Maiiepa,
cpaBHeHME (DYHKIMM BbIKMBAEMOCTU BBIIIOJIHSUIM IIPU
noMouu kputepus log-rank. CTaTucTu4ecKu 3HaYMMBbI -
MU CYMTAIKUCH paznuaus mnpu p < 0,05.
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JlaHHBIE O TIaIlMEeHTaX, KOTOPbIC XXMBBI HAa MOMEHT
aHanu3sa, neHsypuponatnbl 01.12.2021. IIpu pacuete OB
YUUTBHIBAJIOCH BpeMsl OT MOMEHTa OIlepalliy OO OAaThl
CMEPTH OT JIFOOOI MPUUYMHBI 7151 YMEPIIUX OOJbHBIX U 10
IaThl OKOHYAHMSI HaOMOAeHUs s BbRKUBIIMX. [Ipu
pacuete BBIT yuutsiBamoch BpeMs OT 1aThl oniepalliy 10
JaThl HEOJIATOIIPUSATHOIO COOBITUS (PELIMAUB, IIPOrpec-
cupoBaHUE 3a00jieBaHMsS) ISl MALIMEHTOB, Y KOTOPBIX
3TO COOBITME MPOU3O0IILI0, JUOO 10 JaThl OKOHYAHMS
HaOJIOACHUS IJISI MeTeil, Y KOTOPhIX HeOJarompusiTHOe
CcOOBITME HE OTMEYEHO.

IMauuenTsr

B uccnenoBanue BkitodeHbl 106 maiyeHTOB U3 pas-
JIMYHBIX pernoHoB P® B Bo3pacte o1 0 10 3 16T HA MOMEHT
IMOCTAHOBKU AMarHosa (MeaMaHa Bo3pacTa COCTaBMJIA
16 mecsieB). B 3aBucuMocTu OT BO3pacTa TMallMEHTHI
OBLIM pa3feieHbl Ha 2 TPYIbIL: 1-10 TPYIITy — BO3pacT A0
12 MecsuieB — coctaBui 41 malMeHT, 2-10 — JIE€TU CTaplie
13 mecsueB — 65. BoineneHHbIE TPYIITBI CTATUCTUYECKH
3HAYMMO HE Pa3juyajucCh IO IOJIOBbIM XapaKTePUCTH-
KaM, a TakXe [0 KPUTEPUSIM: JIOKAJIM3allusl OIYXOJIH,
craaus 3a00JeBaHuUsI, 00bEM PE3eKIMU OIYXOJH, IPO-
tokon monuxumuorepanuu (I1XT), mposemenue JIT,
BIIIXT, UT/UB XT (p > 0,05) (Taba. 1).

PesyabraTsl

Ha moMeHT nipoBeneHMsT aHaIu3a B 1-i1 TpyIie XXUBBI
13 (32 %), ymepnu 28 (68 %) GosbHbIX, U3 HUX 24 (86 %)
OT mporpeccupoBaHusi 6onesnu u 4 (14 %) nauueHra
ot ocioxHenuit [IXT. Bo 2-it rpymmne xuBbl 35 (54 %),
ymepJu 30 (46 %) GonbHbBIX, U3 HUX 28 (93 %) oT nmporpec-
cupoBaHus 6o1e3Hu U 2 (7 %) maureHTa OT OCAOKHEHMIA
I[IXT. ¥V 1 geBouku B 1-i1 rpyrme OTMEYEHO pa3BUTHE
SKCTPaHEBPAJIbHOIO IIIyHT-aCCOLMMPOBAHHOTO WHTpa-
a0 OMMHAILHOTO MeTacTa3upoBaHus B TeueHue 10 Mec
C MOMEHTa ITOCTaHOBKM auarHo3sa [18].

IMokazarenb onHoneTHeit BBIT B 1-ii rpyrine coctaBun
32 %, 2-netHeit — 18 %, S-nerneit — 18 % npu MeauaHe
HabOmoneHus — 8 mec. Ilokazarenb ogHoseTHeit BBIT Bo
2-11 rpynmne coctaBui 61 %, 2-netHeii — 36 %, 5-neTHei —
33 % npu mMennaHe HabmoxeHust 19 mec (p = 0,00964;
puc. 1). B 1-i1 rpyrnmne noka3ateab ogHosneTHeit OB cocTa-
B 53 %, 2-netHeit — 29 %, S5-netHeii — 25 % nipu Meaua-
He HaOmoaeHus 13 mec. Bo 2-ii rpyrine rmoxkasaresib OTHO-
netHeit OB 0bu1 86 %, 2-netHeit — 67 %, 5-netneit — 49 %
npu MmenuaHe HaomoneHus 38 mec (p = 0,00134; puc. 2).

Cpeau TALMEHTOB, IIOJYYaBIIMX KOMIUIEKCHYIO
Tepanuio 1o mnporokoay ATPO-2006, mokasareiab OgQHO-
snerHeit BBIT B 1-i1 rpynmne coctaBui 31 %, 2-neTHeit —
18 %, 5-netneit — 17 %, npu MeauaHe HaOIIOACHMS
8 mec. ITokazarenb omHonetHeit BBII Bo 2-1i rpymiie Obu1
80 %, 2-netHeit — 49 %, S-netHeir — 45 % npu Menua-
He HabOmomeHus 22 mec (p = 0,00123). B 1-i rpymnme
nokasatesib ogHoseTHeir OB coctaBwt 52 %, 2-netHeit —
27 %, 5-nerHeii — 21 % npu MenuaHe HaOIIOACHMS
12 mec. Bo 2-i1 rpymnmne nokasatenab ogqHoJieTHe OB 0bu1
87 %, 2-netneit — 79 %, S-nerneit — 60 % npu MeauaHe
Habmonenust 35 mec (p = 0,00126).
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Puc. 1. BEIT nayuenmos ¢ ATPO I[HC 6 pazauuHbix 603pacmHbix epynnax
Fig. 1. PES of the patients with ATRT CNS in different age groups

Puc. 2. OB nayuenmos ¢ ATPO I[HC 6 pazauunvix 603pacmuuix epynnax
Fig. 2. OS of the patients with ATRT CNS in different age groups

B uensx ynyduieHus mokasaTtesieli BbIKMBaeMOCTHU
M ONTUMM3ALMU TepareBTUYECKUX MpPorpaMMm ObLIU
MpoaHaJU3UPOBaHbl Pe3yabTaThl JIeUeHUs TMallMeHTOB
¢ ATPO B 3aBUCUMOCTU OT clieaylolux (akTOpOB:
BO3pacT W MOJ MalLMEeHTOB, TMEepBUYHAS JIOKATU3aLUs
M pacipoCTPaHEHHOCTh OMYX0JIU, TPUMEHEHUE pa3iny-
HBIX METOAOB JeyeHUsl (paauKalbHOCTb OMepaTUBHOIO
yaaJeHusl MEPBUUYHOIO OIyXOJEBOro ouyara, nmporpaMmma
tepanuu, pernoHapHass XT, JIT, nposenenue BIATTXT
¢ ayto-TI'CK).

Pesynbrarel omHOMaKTOPHOrO aHanaM3a OLEHKU MPo-
THOCTMYECKOM 3HAUMMOCTU KJIMHUYECKUX U TeparneBTU-
yeckux pakTopoB s nokazateneii BBIT u OB npencras-
JIeHbI B Ta0J. 2 1 3.

IMokazatrenr BBII y mamuentoB ¢ ATPO ITHC
B 1-ii rpymnne ObLT CTaTUCTUYECKM 3HAUYMMO BbIllIe
y naimeHToB ¢ MO-cTanueit 3a0ojieBaHUSI B CPAaBHEHUU
¢ 601bHBIMU ¢ M+ u Mx-cTanusimu (p = 0,0098); y maru-
eHtoB, mosydaBimx XT mo mpotokonam ATPO-2006
n MUV-ATRT (p = 0,0096); ipu nposenerun JIT, uem
npu ee orcyrcTBUM (p < 0,001); mpu nposeaeHuun BIATTXT
¢ nocieayouein ayro-TI'CK, yeM mpu MX OTCYTCTBUU
(p = 0,0037). Bo 2-i1 rpynie 3TOT rmokasarteJib ObLI BbILIE
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Tadmma 1. Huuyuanvhoie xapaxmepucmuxu nayuenmog ¢ ATPO LIHC 6 éo3pacme 0o 3 1em, 8KAIOUEHHbIX 8 UCCA008AHUE
Table 1. The initial characteristics of study subjects with CNS AT/RT aged < 3 years, included in the study

ITapametp n=106
Paramerer Total, n = 106
TTon:

Gender:
MYXCKOI
male
XKEHCKUI

female

54 (50,9 %)
52(49,1 %)

MenuaHa Bo3pacra, MeC
The median age, months
Jlokanu3arysi OmyXoJiu:
Tumor location:
nHOpaTeHTOpUAIbHAS
infratentorial
CyIpaTeHTOpUaIbHas
supratentorial
CIMHHOM MO3T
spinal cord

58 (54,7 %)
46 (43,4 %)
2(1,9 %)

Cranust 3a001€BaHUs:

Stage of the disease:
MO 57 (53,8 %)
M+ 36 (34,0 %)
Mx 13 (12,3 %)

OObeM pe3eKLIMU OIYXOJIU:

Extent of resection:
TOTaJIbHAST PE3CKIIHST
total resection
HeTOTaJIbHAas Pe3eKIIUs
non total resection

27 (25,5 %)
79 (74,5 %)

ITporokon XT:

Chemotherapy protocol:
ATPO-2006
ATRT-2006
MUV-ATRT
EU-RHAB
MHINBULYAIbHBIE CXEMBI
Tepanuu
tailored regimens

JIT

RT:

MPOBOIMIACEH
administered

He TIPOBOAMIACH
not administered

HUT/UB XT:

IT/IVCT:
MPOBOIMIACE
administered
He TIPOBOIMJIACH
not administered

BAIIXT:

HDCT:
TPOBONIMIIACH
administered
He TIPOBOAMIACH
not administered

67 (63,1 %)
15 (14,2 %)

9(8,5 %)
15 (14,2 %)

59(55,7 %)

47 (44,3 %)

91 (85,8 %)

15 (14,2 %)

12(11,3 %)

94 (88,7 %)

Ipymna 1 (n = 41)
Group 1 (n=41)

20 (49 %)

21 (51 %)

16,0 8,0

23 (56 %)
17 (42 %)

1(2%)

18 (44 %)
17 (41 %)
6 (15 %)
9(22 %)

32 (78 %)

29 (71 %)
8 (20 %)

2(5%)
2(4%)

16 (39 %)

25 (61 %)

35 (85 %)

6 (15 %)

5(12 %)

36 (88 %)

Ipynna 2 (n = 65)
Group 2 (n = 65)

Kpurepwnii
Test

%
0,8774
’ Chi-square

32 (49 %)
33 (51 %)

ManHa—YutHu

2t Mann—Whitney

<0,001

35 (54 %)
2

X
15 Chi-square

29 (44 %)

1(2%)

2
39 (60 %)

19 (29 %)
7(11 %)

0,2691
269 Chi-square

%
0,477
AT79 Chi-square

17 (26 %)

48 (74 %)

38 (58 %)

0,1545 X

7 (11
(11 %) Chi-square

7(11 %)
13 (20 %)

22 (34 %) 22
2691
0,269 Chi-square
43 (66 %)

6686 r
0,668
’ Chi-square

56 (86 %)

9(14 %)

2

0,9290 X
= Chi-square

7 (11 %)

58 (89 %)

y IeBOYEK IO cpaBHEeHMIO ¢ Maibuukamu (p = 0,0328); npu
TOTaJIbHOM YIAJI€HUU OIyXOJIU 10 CPABHEHMIO C YaCTUY-
Hoit pe3ekuueit (p = 0,0470); y naliueHTOB, MOJyYaBIINX
[IXT mo mpotokony ATPO-2006, Mo cpaBHEHUIO C TIPO-
tokojamu MUV-ATRT, EU-RHAB u unauBuayasb-
HbeIMU cxeMamu Tepanuu (p = 0,0034); npu npoBeneHUN
JIT, yem npu ee orcyrctBuu (p < 0,001); y mamueHTOB

¢ UT/VB-BBeneHrEM XUMUOMPENTapaToOB IO CPaBHEHUIO
¢ maureHTaMu 0e3 perMoOHapHOro BBEACHUS] XUMUOIIpe-
napatoB (p = 0,0002).

TTokazarens OBy nmanuentoBc ATPO LIHC B 1-ii rpym-
ne ObUT CTaTMCTUYECKW 3HAYMMO BbIIIE Y MallMeHTOB
¢ MO-cragueil 3ab6oseBaHNsl B CpaBHEHUU C OOJTbHBIMU
¢ M+ u Mx-cragusamu (p = 0,0111); npu nmpoBeaeHUU
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JIT, uem nipu ee orcyrerBuu (p < 0,001); npu IpoBeacHUN
BATITXT c mocnenytomieii ayro-TI'CK, yem ripu ux oTcyT-
ctBuu (p = 0,0073). Bo 2-ii rpyrime 3TOT moxka3aTelb ObLT
BBIILIE TIPU TOTAJIbBHOM YIaJeHUN OIyXOJIU 10 CPaBHEHUIO
C HEpAIUKAIBbHOW PE3eKIMEN TMEPBUYHOIO OITyXOJIEBO-
ro ovara (p = 0,0369); npu nposeaeHuu JIT, yuem npu ee
orcyrctBui (p < 0,001).
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OocyxaeHue

PesynabraThl maHHOrO HCCIEHOBAHUS W MeEXAyHa-
ponHblii onbIT JeyeHus aereit ¢ ATPO LIHC moarsep-
KIalT (pakT KpaifHe arpecCUBHOTO KIMHUYECKOTO
TeyeHUsl 3a0ojieBaHUsI C HEOJAaronpUSITHbIM IIPOTHO-
30M. [Ipn 3TOM MakcuMaibHBIE TTOKa3aTeau 3-JeTHEeM
BBI1 6b111 4OCTUTHYTHI TIPU MPOBEACHUU TTPOTPaMMbI

Ta6muna 2. Peszyrsmamot newenus nayuenmoe ¢ ATPO L[HC 6 éospacme 1— 12 mecsuyes 6 3aucumocmu om pasauunbix paKmopos
Table 2. The results of treatment of the children with ATRT CNS at the age of 1— 12 months according to various factors

OB
oS

MEIHUaHA BEPOAT-

MEIHUAHA BEPOAT-

Tapamerp HOCTH BbKHBAE- MeanaHa HOCTH BbIKHMBAe- 1:;3::2:;
Paramet. MOCTH BpeMEHH _ MOCTH _
et ©5% 1M, % | ©95% 1), mec | 18Tk | (95 9 7im), 95 | O3 %M, mee | log-rank,
median survival Mmedian time P median survival J% 5"57" sz'e 4
probability (95 % CI), months probability e 0; th’ g ?
(95 % CI), % (95 % CI), %
Tomx:
Gender:
MYXCKoii (n = 20) 27 (9; 50) 10 (75 13) 0.0911 20 (5;42) 15(9;21) 0.9795
male (n = 20) ’ ’
KeHCKMi (n = 21) 29 (17;43) 7 (4; 8) 34 (13;58) 11(9;-)
female (n =21)
Jlokanu3aiusi OTyXoJiu:
Tumor location:
g;t?;;?:;(ﬁ:aj;?jﬂ (n=23) 20 (65 39) 8 (5; 10) 0.8004 37 (165 59) 32(23;-) 0.1975
cynpaTeHTopuaibHas (n = 17) 18 (3; 42) 8 (6;13) 8 (1; 31) 20 (13; 30)
supratentorial (n = 17)
Cranus 3a001eBaHus:
Stage of the disease:
MO (n=18) 38 (16;59) 13(7;-) 0,0098 38 (13;62) 21 (15;-) 0,0111
M+ (n=17) 7 (1;26) 6(4;8) 7 (3;39) 9(6;12)
Mx (n = 6) 0(0;0) 5(4;8) 0(0;0) 10 (4; 15)
O0BeM pe3eKINH OTYXOJIH:
Extent of resection:
TOTajlbHasl pe3eKuusi (n =9) 42 (11;71) 17 (4;—) 33 (5; 66) 20 (5;-)
total resection (n = 9) b3 U2
HeToTaJibHast pe3ekuus (n = 32) 12 (3; 28) 7(6;9) 23 (9; 41) 11 (9; 20)
non total resection (n = 32)
ITporokon XT:
Chemotherapy protocol:
ATPO-2006 (n = 29) 17 (5; 35) 8(7;11) 22 (8; 40) 13 (105 21)
ATRT-2006 (n = 29)
MUV-ATRT (1 = 8) 25 (1; 64) 18 (1; -) 0,009 g3 23; 86) —4-) R
EU-RHAB (n=2) 0(0; 0) 4(4;5) 0(0; 0) 7(7; 15)
VHIMBUIYaTIbHbIE CXEMbI TEPAITUU (1 = 2) 0(0;0) 4 (4;6) 0(0;0) 5(5;11
tailored regimens (n = 2)
JIT:
RT:
gsx;lzslgj;l; ’En:hl;) 39 (14;63) 17.(10; -) <0,001 52(22;75) —(18;-) 0,001
He MpoBoAMIach (n = 25) 0(0; 0) 7 (5;8) 6(1;24) 10 (7; 11)
non administered (n = 25)
WUT/UB XT:
IT/IVCT:
25;?;;;222225”::3;5) 20 (8; 36) 8(7;11) 0.0910 30 (14; 47) 15 (105 27) 0.0579
He TIpOoBOAMIACH (1 = 6) 0 (0; 0) 4(4;13) 0(0;0) 7(2;21)
non administered (n = 6)
BAIXT:
HDCT:
ZS;?;;;E:‘;‘;’E":;) 67 (5;94) —(18;-) 00037  100(100;100) — (=) 0.0073
He TpoBoaAMIach (n = 36) 10 (2; 25) 7 (65 8) 15 (5; 31) 11(9; 18)

non administered (n = 36)
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KSPNO-S1102 u cocraBunu 47,4 %, 4-netneit bCB —
37 % npu nposeaenun COG ACNSO0333. IMoka3zarenau
5-netrHeit BBIT 1 BCB B pamkax ykazaHHBIX UCCIIEIOBaA-
HUt He npeacTasieHbl [12, 13]. B Hamem uccnenoBaHumn
5-netHsis BBIT ns Bceit rpynibl MaleHTOB B BO3pacTe
1o 3 net cocraBwia 27 %, npu NpoBeAeHUN JIMHUYI Tepa-
muu ATPO-2006 — 33 %. B cBoio ouepeb, IIpy IpoOBe-
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nenun EU-RHAB moxkazatens 5-n1etHeit BCB cocraBun
30,5 % [10].

B Hacrosiee BpeMst eIUHOM O0LIETPUHATON TAKTUKUA
neuenust nauueHToB ¢ ATPO IHHC He cymecTByet. Bee
MpeacTaBACHHBIE paHee MporpaMMbl Tepalvy XapakTe-
pPU30BAIMCh KOMIUIEKCHBIM MYJBTUMOTAIBHBIM IO -
XOJOM C MPUMEHEHHEM OIlePaTMBHOIO STama JIeUYeHUs,

Ta6muma 3. Pesyrvmamot newenus nayuenmos ¢ ATPO L[HC 6 6o3pacme 13—36 mecsues 6 3a8ucumocmu om pasiuyHvix paxmopos
Table 3. The results of treatment of the children with ATRT CNS at the age of 13—36 months according to various factors

MEIUAHA BEPOAT-

MEIHUAHA BEPOAT-

apamerp HOCTH BbIKHBaE- ':;g:::; HOCTH BbIKHMBAe- 1:;3::2:;
Parameter (95 goOE[TI/I“) % 95 % IN), mec | log-rank, 5 %OE[TI/I") % (95 % JIN), mec | log-rank,
median surJival median time 4 median surv’ival median time P
SR (95 % CD), et (95 % CD),
(95 % CD), % months (95 % CD), % months
Ton:
Gender:
MyXcKoii (n = 32) 24 (13; 39) 11(9;22) 0.0328 31 (8; 58) 25 (14; —) 0.1385
male (n =32) ’ ’
KeHekui (n = 33) 43 (25; 60) 23 (16; —) 54 (35;70) —(29;-)
female (n =33)
Jlokanu3aiusi OTyXoJiu:
Tumor location:
uHdpaTeHTOpUaibHas (n = 35) 33 (18; 50) 19 (9; 23) 0.5642 44 (24; 63) 70 (24; —) 0.6036
infratentorial (n = 35) ’ ’
cynpaTeHTopuaibHas (n = 29) 30 (12; 49) 17 (10; 39) 44 (23; 64) 30 (18; —)
supratentorial (n = 29)
Craaus 3a00J1eBaHUSI:
Stage of the disease:
MO (n = 39) 31 (16; 48) 20 (12; 39) 0,7123 41 (21; 60) 32 (25;-) 0,8205
M+ (n=19) 33 (13;54) 15(3;-) 47 (23; 69) 32 (14; -)
Mx (n=17) 43 (10; 73) 23 (3;-) 57 (17; 84) —(13;-)
O0BbeM pe3eKINH OTYXOJIU:
Extent of resection:
TOTaJIbHas pe3ekiust (n = 17) 58 (32;78) —(5;-) 75 (46; 90)
total resection (n = 17) Ui —(30; —) DTEED
HeToTaJbHas pe3eKius (n = 48) 24 (12; 38) 16 (10; 22) 32 (15; 51)
non total resection (n = 48) 29 (24; —-)
TTporokon XT
Chemotherapy protocol
ATPO-2006 (n = 38) 45 (28; 62) 23 (20; —) 53 (31;70) —(30; —-)
ATRT-2006 (n = 38)
MUV-ATRT (n=7) 26 (1; 66) 19 (6; —) LSS, 42 (1; 84) 24 (12;-) Ul
EU-RHAB (n=7) 14 (1; 46) 10 (2; 15) 29 (4;61) 25 (4;-)
MHIVBUAYAIbHBIE CXeMbI Tepanuu (n = 13) 12 (1; 38) 10 (3; 13) 30 (8; 57) 25(14; —)
tailored regimens (n = 13)
JIT
RT:
MpoBoaMIach (n = 22) 48 (31; 63) 39 (20; —) 56 (34;73) —(32;-)
administered (n = 22) <UL SO
He IpoBoaMIach (n = 43) 0(0;0) 6(3;9) 22 (7;42) 17 (6; 25)
non administered (n = 43)
UT/UB XT:
IT/IVCT:
npoBoauiach (n = 56) 37 (23; 50) 22 (15;-) 0.0002 46 (29; 61) 70 (28; —) 0.1033
administered (n = 56) ’ ’
He TpoBoauaach (n =9) 11 (1; 39) 5(2; 10) 33(8;62) 17 (4; —)
non administered (n = 9)
BAIIXT:
HDCT:
npoBonuiack (n=7) 0(0;0) 23 (6; 39) 0.7896 40 (5;75) 38 (25;—) 0.6714
administered (n = 7) ’ ’
He MpoBoauach (n = 58) 36 (23; 49) 16 (105 23) 45 (29; 60) 70 (24; —)

non administered (n = 58)
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cranmaptHoii XT B coueranum ¢ peruoHapHoit UT/VB
XT wnmm 6e3 Hee, BAIIXT ¢ ayro-TI'CK u JIT ¢ yuetom
BO3pacTa MalMeHTOB. B psne KpynHbIX MCCIeI0BaHUI
(COG ACNSO0333, EU-RHAB, KSPNO-S052/5082/
S1102) mpoBemeHa OIlleHKAa IPOTHOCTUYECKON 3HAUM-
MOCTH KIMHUYECKMX U TepareBTUYeCKuX (haKTOpPOB
(BO3pacT MalMeHTOB, JIOKATU3AIUs TIEPBUYHOIO OITyXO-
JICBOTO TOpaXkKeHMsI, HAIMUKME WU OTCYTCTBUE MeTacTa-
TUYECKOrO TOpPaXeHUs, paauKaJbHOCTh OINEPaTUBHOIO
yIaJeHMs OIyXoJu, mpuMeHeHue peruoHapHoit U'T/UB
XT, BAITXT c ayro-TI'CK u JIT) [10, 12, 13]. IIpu aTom
OBbUIO YCTAHOBJIEHO JOCTOBEPHOE pa3jiMuMe B IOKa3aTe-
qsx 5-netHert BCB y geteit 1-ii u 2-11 BO3pacTHBIX TPYIIII
KaKk B HallleM MCCJIeIOBaHMM, TaK M B MCCICIOBaHUU
EU-RHAB (p = 0,00964 1 p < 0,0001 COOTBETCTBEHHO).
3HaueHue JIOKAJIM3alKU TIEPBUYHOTO OITyXOJEBOIO OYa-
ra nna nokasateneir BBIT u BCB He ycTtaHOBIeHO HM
B omHOIT pabore. HeraTuBHOEe BIMSHMWE HAJIMYMS MeETa-
CTaTUYECKOTO IMOpaxkKeHUsI OTPaXkeHO BO BCEX HCCIENO-
BaHusx (p < 0,05). BausHue paguKaabHOIO YmaJleHUS
MEPBUYHOIO OIYXOJEBOTro ouara Ha mokasaTeiab BBIT
MMOATBEPXKIESHO TOJIBKO B HaIlleM MCCIICA0BaHUU ISl BCEit
BBIOOPKM MareHToB (p = 0,0704 B 1-1i rpynne, p = 0,0470
BO 2-i1 Ipyrmne) u JIjs OONbHBIX, MOIYYaBIIMX TEpaItuio
no npotokony ATPO-2006 (p = 0,19991 B 1-ii rpymne,
p = 0,00758 Bo 2-i1 rpymmne). B uccaenopanusix COG
ACNSO0333, EU-RHAB, KSPNO-S052/S082/S1102 nan-
HbIi akT He BeIaBieH [10, 12, 13]. Beioop ontuMaibHOTo
BapMaHTa UHAYKIIMOHHON XT TpeOyeT JOMOoTHUTEIbHOTO
n3ydeHus1. OMHAKO MEXIYHAPOIHBIN OMBIT IPUMEHEHUS
B mporpammax Tepanuu Headstart 11, KSPNO-S052/
S082 minTeabHON MHAYKLMY U3 5 1 6 KypCcOB IIPOJEMOH-
CTPMPOBAJI €¢ HeTaTUBHOE BIMSHME Ha MIPOTHO3 3aboJie-
BaHus [12, 15]. CraTucTnyecky 3HaYUMMOE BIIMSIHUE TIPU-
MeHeHus peruoHapHoit U'T/UB XT na BBII yctaHoBieHO
TOJBKO B naHHOM ucciaenoBanuu (p = 0,0002), HO JuIIb
IJ1 mauueHToB 2-it rpynmbl. Bausaue BATIXT c ayro-
TI'CK, JIT na nokasarenu BBIT u BCB ycrtaHoBieHO Kak
B HalleM ucciaeaoBanuu (cM. Taobua. 2 u 3), tak u 8 COG
ACNS0333, KSPNO-S052/5082/S1102 [12, 13].

Takum o0pa3oM, ¢ y4eTOM KIMHUYECKUX U TeparieB-
TUYECKMX IIPOTHOCTUYECKUX (DAKTOPOB, OIMUpAsICh Ha
pe3yJbTaThl JTaHHOTO MCCISAOBAHUS U MEXIyHAPOIHBIM
OIIBIT, ONITUMAaJIbHAs TIpOrpaMmMa Teparnuy T0KHA BKITIO-
yaTh KOMILJICKCHBIM IMOAXOM C TMIPUMEHEHNUEM OIepaTuB-
HOTO 3Tara Je4yeHusl, CTaHJapTHON MHAYKUMOHHOU XT,
pernonapHoiit UT/UB XT, BAITXT ¢ ayro-TI'CK u JIT,
amanTUPOBAHHOM B COOTBETCTBUU C BO3PACTOM.

3a mocieaHee AeCITUICTHE MPOU3OILIH PEBOIIOLIM-
OHHbIE M3MCHEHHUsI B IOHMMAaHWUHU MOJICKYJISIPHO-OUO-
JIOTUYECKUX OCOOCHHOCTEI OIMyXOJIEeBbIX KJIETOK Y Mallk-
eHToB ¢ ATPO. YcranoBneHo Hainuue 3 MOJIEKYJISIPHBIX
MMOATPYIII OITYXOJIM B TPYIINE ¢ HATMYKMEM MyTalliK B TeHE
SMARCBI: TYR, SHH, MYC [19-22]. B nmocinemHue
robl OIMYyOJMKOBAaHBI Pe3ybTaThl TOJBKO 2 HMCCleIoBa-
HUIA, B KOTOPBIX IPOBEICHA OLIEHKA IPOTHOCTUYECKON
3HAYUMOCTH MOJIEKYISIpHOM moarpyrmnsl onyxoiu (COG
ACNS0333 u EU-RHAB) [10, 13].
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B uccnegoBannu COG ACNSO0333 mouekynsipHas
MOATPYIIIIA OIyXOJIu ompenaeieHa y 56 (86,2 %) nauueH-
toB. [Toxrpynima SHH BeisiBnena y 17 (26,1 %), TYR —
y 24 (37,1 %), MYC —y 15 (23 %). I1pu aTOM nIOKa3aTeau
onHoO-, 2-, 4-netHeii BCB u 4-netnHeit OB y nanyeHToB
¢ SHH noarpymmoit orryxosnu cocraBwiu 69 %, 50 %, 50 %
u 56 % coorBeTcTBeHHO, ¢ TYR noarpynmnoii onyxonu —
46 %, 42 %, 33 % u 41%, ¢ MYC noarpymmoi omyxo-
i — 27 %, 20 %, 20 % u 27 % (p = 0,140 qis 4-netHeit
BCB, p = 0,266 m1s 4-netHeit OB). I1pu sTOM TMHaAMuUKa
nokaszateneit BCB B 3aBUCHMMOCTH OT COYETaHUSI MOJIe-
KYJISIDHOI IOATrPYIINbI OIMYXOJM M BO3pacTa MalleHTOB
(1-g 1 2-5 TpynIIbl) B paMKax JaHHOTO UCCIeAOBAHUS He
npencTasieHa [13].

B wuccnenosanuun EU-RHAB wmonekynsgpHast mon-
rpymmna omyxoju omnpeneneHa y 84 (58,7 %) nauueHTOB.
IMonrpynma SHH Beisiiena y 39 (27,3 %), TYR —
y28 (19,5 %), MYC —y 17 (11,9 %). I1pu 3TOM IHOKa3ate-
Jm 5-netHeit OB B 3aBUCMMOCTHY OT MOJIEKYJISIPHOTO TOJI-
Tuma omnyxouu coctaBuwiu 19 % (npu SHH), 48,8 % (nipu
TYR) u 36,4 % (nmpu MYC) (p = 0,1275). I1pu cpaBHeHUU
5-netHeit OB y manmuenToB ¢ TYR u HeTYR Bapuantamu
OIYXOJIX IToKa3arenu coctaBuiaun 48,8 % u 23,5 % coot-
BeTcTBeHHO (p = 0,0429).

Kpome TOro, B pamkKax JaHHOIO MCCIIEIOBAaHUS
M.C. Fruhwald et al. mpeanpyuHSIIA MOMBITKY CTPaTU(OULIN-
POBAaTh MALIMEHTOB B 3 KJIMHUKO-MOJIEKYJISIPHbIE TPYIIIIbI.
B rpymnmy cranmapTHOro prcka ObLIM BKJIIOUEHBI 15 marm-
€HTOB B Bo3pacte crapiie 12 mecsaieB 1 TYR moarpymmoii
OITyXOJIA, B TPYIITy ITPOMEKYTOUHOTO pUcKa 52 malueHTa
— 13 B Bo3pacre no 12 mecsueB ¢ TYR moarpyrmmoii omy-
xomu, 39 — crapie 12 mecsiieB 1 HeTYR BapuaHTOM oITy-
XOJIM, B TPYMITy BBICOKOIO pucKa — 17 MaluMeHTOB B BO3-
pacre o 12 mecsaueB ¢ HeTYR noarpymnmnoit onmyxomu. [Tpu
9TOM TIOKazartesib S5-jetHeit OB B rpymre craHmapTHOTO
pucka coctaBui 71,5 %, B rpyIine IpoOMeXXyTOYHOIO pyUcKa
— 32,5 %, B rpymme Bbicokoro pucka — 0 % (p < 0,0001)
[10]. AHanu3upys Moay4eHHBIE Pe3yJIBTaThl, (hOPMUPYETCS
MpeacTaBlieHne O HECKOJIbKO OoJbliieil 3(h(HeKTUBHOCTU
nporpamMmbl COG ACNS0333 npu SHH noarpynme omy-
xomm u EU-RHAB npu TYR BapuaHTe onyxomnu.

TakuM 00pa3oM, B COBPEMEHHBIX IIporpamMmax Jieye-
Hus gaeteii ¢ ATPO LIHC otkpbiBaeTcsi BO3MOXHOCTb
MPOBEACHUSI PUCK-aJallTUPOBAHHON Tepanuu ¢ y4eToM
KJIMHUYECKUX, TEPaleBTUYECKUX U MOJIEKY/ISIPHO-0MO-
JIOTU4YeCcKuX (paKTOpOB pHrcKa.

3akiroyenne

C y4eToM pe3y/IbTaTOB JaHHOTO UCCIICAOBAHUS U MEX-
JMYHApPOIHOTO OMBITA ONTUMAJIbHAS MpOorpamMMa JeUeHUs
neteii ¢ ATPO momkHa BKIIOYaTh KOMITIEKCHBIN TTOAXO
C IPUMEHEHMEM OIIepaTMBHOIO 3Talla JIeYeHUsl, CTaH-
naptHou nHayKimonHoi XT, peruonapuoit U'T/UB XT,
BAIIXT ¢ ayro-TI'CK u JIT, amantupoBaHHOI1 B COOT-
BETCTBUM C BO3pacToM. OTKPBIBAETCSI BO3MOXKHOCTD IIPO-
BEICHUSI PUCK-adaNTUPOBAaHHOM Tepamuu C Yy4eTOM
KJIMHUYECKUX, TEPaleBTUYECKUX U MOJIEKY/ISIPHO-0MO-
JIOTUYeCcKuX (paKTOpOB prcKa.
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Currently, the use high doses chemotherapy (HDC) supported by autologous peripheral blood stem cells in consolidation is a necessary
therapeutic option in patients with high-risk neuroblastoma (NB). Conditioning regimens and schemes of HDC remain the subject of debate.
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In recent years, the evidence base of the advantages of tandem myeloablative procedures in comparison with single-transplantation has been
actively accumulated in clinical practice. This article presents our own experience of tandem-transplantation with stem cell rescue in the
N.N. Petrov National Medical Research Centre of Oncology (Saint-Petersburg) in four patients with initially stratified high-risk group
NB; two of them were NMYC amplified. Tandem consolidation included TC ([ T[hiotepa, [C[yclophosphamide) and CEM (/CJarboplatin,
[EJtoposide, [M]elphalan) regimens. The acceptable toxicity of the tandem-transplantation is proved.

Key words: children, high-risk neuroblastoma, tandem high-dose chemotherapy, autologous hematopoietic stem cells transplantation
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BBenenne

Heiipoomacroma (HB) — omyxonb cuMmaTUdecKoit
HEPBHOM CHCTEMBI, SIBJISIOIIASICS CAMBIM YacTBIM 3JI0Ka-
YECTBEHHBIM DKCTpaKpaHUATbHBIM COJIMIHBIM HOBOOOpA-
30BaHUEM JeTckoro Bo3pacta. Ha momo Hb npuxoautcst
7—8 % Bcex 3710KauyeCTBEHHBIX HeolIasuil y gereii [1-3].
3aboneBaeMocTth coctaBisget 0,85—1,1 ciygas Ha 100 000
nereit B Bo3pacte 10 15 net. [Ipy 4ncieHHOCTH IETCKOTO
HaceneHus B 30,3 MuIH yenoBek B Poccnu exxerogHo peru-
crpupyetcst okosio 300 HoBbeIx ciydaeB HB [4]. Okono
120—150 (40—50 %) nmeteit mpu nepBUYHOI cTpaTUduUKa-
LIMY BKJTIOYAIOTCS B TPYITITY BBHICOKOTO pHCKa peluanBa/
mporpeccupoBanusi. CoBpeMeHHas IporpaMma JIeUeHUs
IIJIST TAKWX MAIlMEeHTOB BO MHOTMX CTpaHax MUpa BKIIIOYa-
eT MHAYKIIMOHHYIO Tepamnuio (JISKApCTBEHHBIM U XUPYp-
TUYECKUI 3Tallbl), KOHCOJIUAMPYIOIIEe JIeYeHUe, COCTO-
dliee U3 BbICOKOA03HOM moauxumuorepanuu (BIATTXT)
C TIOCIEAYIOIIE  ayTOJOTMYHOM TpaHCIUIAaHTaluekn
TEeMOITOATUYECKNX CTBOJIOBBIX KieToK (ayTo-TI'CK),
U TIOCTKOHCOJUIALIMIO PEMHUCCHU C HCIOJIb30BaHUEM
UMMYyHOTepanuu ¢/6e3 nuddepeHIMPOBOUYHON Tepanuu,
HaIrpaBJieHHbIE Ha JIMMUHAIINI0 MUTHUMAJIBHOI OCTaTOY-
Hoii 6oesnu (MODB).

OmHMM M3 TUCKYTaOeIbHBIX BOIIPOCOB HA CETOMHSIII-
HUI JIeHb OCTAeTCS PEeXUM KOHIMIIMOHUPOBAHUS, OCO-
OCHHO €r0 YCWICHHUE C TOMOIIbIO IBYX3BEHLEBOW (MIJIN
tannemHoii) BIIIXT ¢ ayro-TT'CK.

Ilenpi0 HacTOAIIEr0 MCCJIEIOBAHMS CTaja OIICHKa
OCJIOKHEHMI M aHAJIU3 PE3YJIBTaTOB MCITOIb30BaHMS TaH-
nemuoit BIITXT Ha aTane KOHIMUIMOHUPOBAHMUS Y TTAllA-
eHToB ¢ Hb rpynribl BbICOKOTro pucKa peuuansa.

MarepuaJjibl U METObI

Hamu Obiia mnpenmnpuHsitTa IIONbITKA BKJIOYEHUS
onuuu tangeMuoi BJTIXT ¢ ayro-TI'CK B mporpammy
Teparnuu jaeteii ¢ Hb rpyrnmnbl BbICOKOro prcka peLyamnBa.
B aHanm3 ObLTH BKITFOUEHBI CBEACHUS O 4 maneHTax. TaH-
JIEMHBIN pesKM KOHCOIMAALINM BKJTI0Uas B cebst cxeMbl TC
([T]hiotepa, [Clyclophosphamide — ToTena, ukIohoC-
damun) u CEM ([Clarboplatin, [E]toposide, [M]elphalan —
KapOoIIaTHH, 3TONo3uI, MeidanaH) (Tad. 1, 2).

Ta6muna 1. [lepsuviii sman koncoaudayuu pemuccuu, cxema TC

Table 1. Cycle TC consolidation
Jlnn
Days

IIpenapar (103a)

Drug (doses)

6|
Tuotemna (300 mr/m?/cyT) % « "
Thiotepa (300 mg/m?/day)
Huknodocdamm (1500 mr/m?/cyT) - * " -

Cyclophosphamide (1500 mg/m?/day)

IIpumeuanue (31ech U B Ta0J. 2). * — OHu 66edenus npenapamos.
Note (here and in Table 2). * — days of medicines infusion.
Ta6muna 2. Bmopoii sman koncoaudayuu pemuccuu, cxema CEM
Table 2. Cycle CEM consolidation

IIpenapar (103a)

Drug (doses)
Mendanan (60 mr/m?/cyT) % " %
Melphalan (60 mg/m?/day)
Bronosun (300 mr/m?/cyT) % " % "
Etoposide (300 mg/m*/day)
Kap6ormutatus (375 mr/m?/cyT) - - ” -

Carboplatin (375 mg/m?/day)
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WUccnenoBanue ObLIO 0100pPEHO JIOKAJBbHBIM 3TUYE-
ckum komuretom HMMUII onkonornu um. H.H. Tlerposa.
HccnenoBareneM ObUIM MPOBENEHBI KOMIIETCHTHBIC
M TOYHBIC 3alMCU UL OOECIEUEHUS] ITOJHOLIEHHOIO
OTPaXXEeHHUS XOJa MCCIeIOBAaHUS U BO3MOXKHOCTU TOCIICe-
JyIoleii BepudUKauy ero JaHHbIX.

CragupoBaHue U cTpaTU(UKALMS TalUeHTOB ITPO-
BeneHnbl cornacHo npuHimnaMm INRGSS ([I]nternational
[N]euroblastoma [R]isk [G]roup [S]taging [S]ystem —
MexnyHaponHasi cUCTeMa CTaaudpOBaHUs IPYII pUCKa
HB) u INRG ([I]nternational [N]euroblastoma [R]isk
[G]roup Classification System — Kiaccudpukamnus naiu-
eHntoB ¢ Hb no rpyniam pucka) [3, 6].

OLieHKa TepamneBTUYECKOr0 OTBETa Ha MHIYKIIMIO
ObLJ1a OCHOBaHAa Ha MeXAyHapOIHBIX KPUTEPHUSIX OTBETa
HBb (INRC — [International [N]euroblastoma [R]isk
[Clriteria) [7, 8]. ®yHKLIMOHAJIBHOE COCTOSIHUE OPraHOB
M CHUCTEM OLIEHMBAJIOCh IIepe] 3TAIlOM KOHCOJIMAALIMU
U IIOCJIE €TI0 OKOHYAHMSI KaXIble 3 Mec.

PesyabraTsl

OcHoBHag uH(POpMaLIMS O MalMeHTaX TMpeacTaBieHa
B Ta0J1. 3. CpegHuii Bo3pacT OOJBbHBIX cOCTaBMII 5 JeT (0T
2 no 11 net). CormacHo INRGSS Bce manmeHTh UMenu
craguio M. Y moaoBUHBI U3 HUX BbISIBIEHA aMIUTM(UKA-

Ta6muna 3. Xapaxmepucmuka nayuenmos

Table 3. Patients characteristics
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s MYCN. Bce BKIIOUCHHBIE I€TU TIepe IPOBEACHUEM
BAITXT umenu cratyc OOJE3HM <«IIOJHAS PEMUCCUS»
(cM. Tab6n. 3). Bo Bcex ciydasix OImyXoJb JJOKaJu30Baiach
B 3a0PIOIIMHHOM IIPOCTPAHCTBE.

IIporpamma Tepamuu TIpeacTaBlIeHA Ha PUCYHKE.
IMaunenTsl monaydnad 6 OJOKOB IMOJMXMMMOTEPATUNA
WHIYKLIMOHHOTO JIeYeHUs coriacHo nporokony NB2004
(N5/N6 B anbTepHUPYIOIIEM PEXKMME); BCEM UM BBIIIOJ-
HEHO XUPYpPruyeckoe BMEIIATeJbCTBO B OObEME yaasie-
HUS 00pa3oBaHMsI 3a0pIOIIMHHOIO MPOCTPAHCTBA; TTOCe
3aBEPIICHUs KOHCOMUAAIIMUA OOJBHBIM IPOBOIMIIACH
uMMmyHoTepanust aHTU-GID2-MOHOKIIOHATLHBIMUA  aHTH -
TeJlaMyM B KOHKOMMTAHTHOM pexume ¢ TuddepeHImpo-
BOYHOI1 Tepanueii [7, 9]. B ¢BsI3u ¢ 1oCTHKEHMEM TTOJTHOTO
OTBeTa HAa WMHAYKIIMOHHYIO TEpamuio 3Tall JIOKAJIbHOI
JIy4eBOI1 Tepanuu He ObLI moka3aH (cM. Taou. 3). BATIXT
¢ ayro-TI'CK mpoBoaunacek mocjie ornepaTuBHOTO 3Tara
¢ coOJIIoIeHreM afieKBaTHBIX YCJIOBUIi ee Havana. MHTtep-
BaJl MEXIY pPeKMMaMU KOHAMIIMOHMPOBAHUSI COCTaBIISLI
30 mgHeit. Ha 5-11 meHb mociie TpaHCIUIAHTAUUW TMalMEeHT
HAYMHAJ TOJIy4aTh IPAHYJIOLUTAPHBINA KOJOHUECTAMYJIH -
pytomuii pakrop. JleueHre MpoaoKaaoch 10 BOCCTAHOB-
JieHus1 ypoBHs rpaHysiouutoB > 1000/uL. CpenHee Koju-
yectBo CD34*-xnetok, MHQY3UpYyeMbIX IIOCIE ITIepBOit
u Bropoit BITTXT, cocrasumo 1,9 x 10¢/kr u 1,2 x 10%/kr

Characteristics Patient 1 Patient 2 Patient 3 Patient 4
TTon M M M M

Gender Male Male Male Male

Bospacr, rozbl ) 1 6 )

Age, years

[ucronornyeckoe 3akmouenne Hemuddepenunposannas Henuddepenunposannas HenuddepenuupoBanHas HenuddepeHumpoBaHHas

Histological conclusion Hb Hb Hb Hb
Undifferentiated Undifferentiated Undifferentiated Undifferentiated
neuroblastoma neuroblastoma neuroblastoma neuroblastoma

Jlokanu3anust Metacta3oB
Localization of metastases

JIumdaTrueckue y3ibl
(JIY) (peroHapHbie),
KOCTHbII Mo3r (KM)

Regional lymph nodes, bone
marrow

JIY (perroHapHbIe 1 OTHA-
JieHHbIe), KM
Regional and distant lymph
nodes, bone marrow

JIY (pernoHapHble 1 OTHA-
sneHHsie), KM, koctu
Regional and distant lymph
nodes, bone marrow, bones

JIY (permonapssie), KM
Regional lymph nodes, bone
marrow

MYCN craryc AMmnUIMpoBaH He ammudunmposan He ammudunuposan AMIIMUIIMPOBaH
MYCN status Amplified Not amplified Not amplified Amplified

D heKTUBHOCTD MHAYKLIMU TTonHas pemuccust (ITP) 1P TP TP
Induction efficiency Complete remission Complete remission Complete remission Complete remission

[Ipoepamma nevenus nayuenmos, CMpamu@UyUPOBAHHbIX 8 2PYNNY @bICOK020 PUCKA

Therapy for high-risk group neuroblastoma
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COOTBeTCTBeHHO. CpeIHMIA IIeprO/] BOCCTAHOBJICHUS YPOB-
Hs1 HelTpodunoB nocne 1-it u 2-it BAITXT cocraBun 11
u 13 mHeit cooTBeTCTBEHHO (Tab. 4). CpemaHee KOJIMYECTBO
BBeneHHbIX CD34"-kietok — 5,82 x 10%/kr u 4,76 x 10°/xr
npu 1-it u 2-i1 TpaHCIUIAaHTAIUU COOTBeTCTBeHHO. Cpe-
HUI [IepUOJI BOCCTAHOBIICHUS YPOBHS IPAaHYJIOLUTOB ObLI
paBeH 10 u 12 gusaM mocnie 1-if 1 2-i TpaHCIUIAaHTALUU
COOTBETCTBEHHO (CM. Ta0I. 4).

BcemM OonBHBIM ymajoch TIPOBeCTHM o0bOa Kypca
BATTXT, npu 3TOoM He OBLJIO MPUYUH MOAU(PUIMPOBATH
no3bl xumuomnpemnapaToB. Craryc 3aboneBanust [1P Obun
COXpaHEH Y MEepBbIX 3 MAlMEHTOB BIUIOTh JO 3aBeplie-
HUS JIedeOHOM TporpaMMbl M B TIEpUOJE HAOIIOAEHUS
3a HUMU. Y manueHTa Ne 4 yepe3 3 roma HaOJIIOICHUS
pa3BUIICS OUCCEMUHUPOBAHHBINA PELIMIUB 3a00JI€BAHMSI,
YTO M CTaJI0 MPUUMHOI ero rudenu. CpeaHss IPOa0JIKM-
TEJbHOCTh HAOMIOACHUS 3a OOJIBHBIMU cocTaBmiIa 41 mMec
(mnana3zoH ot 13 mo 62 mec).

Taomuna 4. /lemanvroe onucanue KoHcoaudauuu

Table 4. Detailed description of consolidation
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Herematonornueckast TokcuuHocts I1I-IV cremenu
Habmoganach y Beex namueHToB nocie CEM kKoHauimo-
HUpoBaHUs 1y 2 6onbHbBIX TTocsie TC. Hanbonee yacteiMu
HeXeJlaTeIbHbIMU SBICHUSIMU ObLIM BOCIIAJICHUS CJIU3M-
CTOI1 000JIOUKHM KETYIOUHO-KHUIIIEYHOI'O TPaKTa, KOTOPbIE
pa3BuMch y Beex manueHToB rociie CEM ny 1 mocne TC.
J1st KynmupoBaHUsI JaHHbBIX U3MEHEHUI MCII0Ib30Balach
COIIPOBOIAUTE/IbHASL Tepamus, BKJIIOYaolllasl IapeHTe-
pajbHOe MUTaHUe U 00e300aMBaHe. MyKO3UTHI pa3pe-
LIAJUCh IO MEpe BOCCTAHOBJICHMS ITOKa3aTesieil KpOBU
nauueHToB. Y mamuenTa No 2 HaOJIoAanoch yBeIudeHue
IoKa3areJisi KpeaTMHUHA B CBIBOPOTKE KPOBU Ha 3-ii IeHb
cxemMbl CEM. HMcnonb3oBaHue ageKBaTHOM TMapaTaliiv
B peXume TunepuH@y3uu u (GoOpCUpOBAHHOIO IUype3a
MPUBEJIO K BOCCTAHOBJICHUIO ITOYEYHOM (DYHKIIMU YXKe
Ha 6-i1 geHb. Y 2 nauureHToB (Ne 1 1 Ne 3) B oTnajieHHOM
nepuoje nuarHoctuponana Tyroyxoctsb [—II crenenu.

Characteristics Patient 1 Patient 2 Patient 3 Patient 4
c

J103bI MpenapaTos:

Drug (doses):
THOTENA 200 mr/mg Ne 3 300 mr/mg Ne 3 180 mr/mg Ne 3 200 mr/mg Ne 3
thiotepa
mmkiohochamm 380 mr/mg Ne 4 500 mr/mg Ne 4 350 mr/mg Ne 4 250 mr/mg Ne 4
cyclophosphamide
KommuectBo Tpancruianrara (CD34% x 10°ks1/kr) 5.43 6,35 6 5.5
Number of transplant (CD34* x 10°/kg)
BoccraHoBiieHre ypoBHSI HEUTPODUIIOB (IeHb)
Neutrophil recovery (day) i 9 S 3
OcoXHEHUS OpaJibHbIIf MYKO3UT
Complications B Oral mucositis - B
CEM
J103bI Ipenaparos:
Drug (doses):
KapOOoIUIaTuH 300 mr/mg Ne 4 375 mr/mg Ne 4 200 mr/mg Ne 4 200 mr/mg Ne 4
carboplatin
STOIO3UL 230 mr/mg Ne 4 300 mr/mg Ne 4 150 mr/mg Ne 4 150 Mr/mg Ne 4
etoposide
MeJidanaH 50 mr/mg Ne 3 60 mr/mg Ne 3 30 mr/mg Ne 3 30 mr/mg Ne 3
melphalan
KonuuectBo tpancmianrara (CD34* x 10°ki1/Kr) 49 6.35 3 555
Number of transplant (CD34* x 10°/kg) ’ ’ ’
BoccTaHoBeHMe YpOBHSI HEUTPOGDUIIOB (IEHb) +10 +10 +14 +12

Neutrophil recovery (day)
OcoxXHeHus
Complications

OpaJibHbIf MYKO3UT

Oral mucositis

Tyroyxoctb
I1-I crenenn
Hearing loss 2— 1
Kus
Alive

[To3nHue ocnoxHeHust
Late complications

Cratyc Ha MOMEHT TIOCJIEHETO HAOIIOAEHUS
Status at the last observation
[ponoKNTETPHOCTD HAOMIOAECHHST, MEC

Follow-up, months 13

YBenueHue ypoBHS
KpeaTMHWHA, Opalb-
HBIA MYKO3UT
Decrease an
creatinine, oral

OpaJIbHbIII MYKO3UT
Oral mucositis

OpaJIbHbIIf MYKO3UT
Oral mucositis

micrositis
Tyroyxoctb
— I1-I crenenn —
Hearing loss 2—1
Kup Kus Kus
Alive Alive Alive
42 46 62
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OO0cyxaeHue

buonornueckoe moBeAeHMEe M KIMHUYECKasT pa3HO-
POIHOCTh YHHMKalbHOTro 3aboseBaHusi HbB nmenaior ero
JleueHre KpaifHe ciaoxHoil 3amadeid. IlpubGausutenbHO
IMOJIOBMHA MALIMEHTOB C OTpee/IeHHBIM BapUaHTOM Teue-
HUsI TIpoliecca u3jieunBaoTcs npaktuyecku B 100 % ciy-
YaeB C MCIIOJIb30BaHUEM JI€3CKAJIMPOBAHHON Teparumu.
OcrTaBiasicsl MOJIOBMHA, K COXaJIEHUIO, MMeeT HebJiaro-
OPUITHBIA IIPOTHO3; MOKA3aTeIU BBLKMBAEMOCTU 3TOU
rpymmbl enpa gocturaior 50 % naxe npu UHTeHCUdUKa-
LI TIPOTPpaMMbl M MCITOJb30BAaHUM TOIOJTHUTEIbHBIX
OINIMIT UMMYHHOTO 1 TapreTHOTo jieueHus. CoBpeMeHHast
cucrteMa cTpaTUdUKalMY MallMEHTOB Ha TPYIIbl pUCKa
YUUTBIBACT IOMUMO KJIMHUYECKUX TTapaMeTpoB (BO3pacT,
JIOKaJIu3alusl, paciIpoCTPaHEHHOCTh IIpoliecca), TaKKe
ructonornyeckue  (kmaccudukamus INPC-Shimada
system ([I|nternational [N]euroblastoma [P]athology
[C]lassification), KOIMYECTBO KJIETOK C MUTO30M M aroll-
TO30M) U TeHEeTUYECKrEe (XpOMOCOMHBIE abeppalinu, cTa-
tycreHa MYCN, neneuus pokycos 1p36 u 11q, yBennueHue
JIJIMHHOTO TIjIeya XpOMOCOMBI 17 M JIp.) IeTepMUHAHTHI,
miouaHocTh [10]. B rpynmy ¢ 61aronpusiTHBIM MTPOTHO-
30M BKJIIOYAIOTCS JEeTM B Bo3pacTe Mianmie 1,5 rona,
nMmeomue ctaguio 1, 2 unm 4S, 6e3 aMrmm@uKauuy reHa
MYCN u cerMeHTapHBIX abeppalluii, C TOJIMCOMUECH Kile-
ToK. Cpenu MpoMesKyTOYHBIX (PaKTOPOB ITPOrHO3a y IeTeit
crapiie 1,5 roga MOXHO BBIIEIUTh HaJIW4YKe JOKaIU30-
BaHHOM oryxonu ¢ TopaxeHuem JIY, y nmereit mmaniie
9TOr0 BO3pacTa — MeTacTaTUYeCKoe MOopakeHHUe KOoCTei
u KM, otcyrcrBue ammindukaunu MYCN u cerMeH-
TapHBIX XpPOMOCOMHBIX abeppanuii. K ¢akropam Heba-
TONPUSATHOTO IIPOTHO3a OTHOCSTCS BO3pacT IalldeHTa
crapuie 1,5 roga, MeracraTuyeckoe MopaxkeHue KOCTei
1 KM, Hanmnume cerMeHTapHbIX XPOMOCOMHBIX abeppalinii
(meneumst cyorenomepHoii odnactu (del 11p36), neneums
KOpOTKOTro Iuiedya xpomocoMbl 11 (del 11q), yBeauueHue
KOpPOTKOro Iieya xpomocombl 17 (17q+), ammiudpuka-
s MYCN), nenuddepenurpoBaHHbiii Bapuant Hb mo
INPC-Shimada system, BBLICOKMI1 MUTOTUYECKH I MHIEKC.
B rpynme Hu3Koro pucka peluanBa/IporpeccupoBaHMS
MOXHO OTPaHUYUTHCS TOJbKO HAOJIIONEHUEM, TOrIa Kak
B IPYIINE BBICOKOTO pUCKa MCTOJIb3YIOTCSI MAaKCUMAaJIbHbIE
WHTEHCUBHBIE MYJIETUMOAAIbHbBIE ITpOoTpaMMBbl [11].

PexuuM KOHIMLIMOHUPOBAaHUS OOBIYHO BBIXOAUT 3a
paMku TojiepaHTHOCTH KM marueHTa (MuenoadiaTuB-
HBII), YTO O3HayaeT HEBO3MOXHOCTh BOCCTAaHOBJICHUS
KPOBETBOPEHMSI 0€3 COXpPaHEHHBIX TI'eMOITO3TUYECKMX
CTBOJIOBBIX KJIeTOK. OTHAKO CYIIECTBYIOT CyOMueaoadia-
tuBHble cxeMbl BJIITXT, B KOTOpBIX BOCCTaHOBJICHUE
CTBOJIOBBIX KJIETOK HE SIBJIICTCSI aOCOJIIOTHO HEOOXOIM-
MBIM JUIsI TIPVDKMBJICHMST TPAHCIJIAHTaTa, OHU HMCIIOJIb3Y-
I0TCSl 111 YCKOPEHMST BBI3TOPOBICHUSI, CHIDKEHUSI TOK-
CAYHOCTH M MHTEpBaja MEXIYy KypcaMu XMMUOTEPAITUU
(XT). BeimensroT ompeaeiaeHHbIE KPUTEPUHU, KOTOpPBIC
MOTYT YKa3bIBaTb HA MOAXOASLINE YCIOBUSA ISl UCIIOJb-
30BaHUSI aAyTOJOTMUYHBIX TI'€MOIOATUYECKUX CTBOJIOBBIX
kietok [12]. K Hum oTHOCSTCS:
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1) XMMMOUYYBCTBUTENIbHASI OMYXOJb C XOPOIIUM
HavyaJbHBIM OTBETOM Ha MHAYKIMOHHYIO XT, HO TIIO-
X0l 3- unu 5-1eTHell 0eCCOOBITUIHON BBHIKMBAEMOCTHIO
(bCB);

2) ucnoab3zoBaHue pexuma BATIXT, mo3a koToporo
MOXKET 6€30MacHO MOBBILIATLCS 3a IPEIEIIbl TOJIEPAHTHO-
ctu KM;

3) pexum BJIIXT, B KOTOpOM HCHOJB3YIOTCS
HECKOJIbKO areHTOB, aKTUBHBIX IIPOTUB 3a00JICBaHMS,
BKJIIOYAsl B Ujeajic areHThl, OTIMYHbIE OT TeX, KOTOPbIE
HCIIOJIB3YIOTCS B PEXKUME UHIYKIINMY;

4) UCIOIb30BaHKUE OINTUMATIbHON IOAIEPKUBAIOIICH
Teparuu.

Takum obpazom, HbB rpymnmbl BEICOKOTO prcKa pery-
IUBa TPEACTaBIsIeT cO00l 3710KaueCTBEHHOEe HOBOOOpa-
30BaHUE, B MpOrpaMMy Tepamuy KOTOPOMl HEOOXOAMMO
Bkmovath onuio BITTXT c ayro-TI'CK, mockoiabKy oHa
COOTBETCTBYET IEPBBIM 3 KPUTEPUSIM, IEPEYUCICHHBIM
BBILLIE.

Vke Ha IPOTSDKEHUM TPeX ASCSTUICTUI B IMTEpaType
00CyzKIaeTcsl BOIPOC dCKalallid UHAYKIIMOHHOM M KOH-
conmuaupyomeit Tepanuu aeteit ¢ Hb rpymnmsl Beicokoro
pHUCKa peLMarBa.

B Tabn. 5 npencraBieHbl pe3yabTaThl UCITOJIb30BaHUS
ta"nnemHoit BAIIXT ¢ TTCK pa3nuyHbIMU KIMHUYECKU -
MM TpyInamMu, HauuHas ¢ 1993 .

B nccnenmosanun LMCE2, npoBenenHom Bo ®paH-
LIy3CKOM HAlLIMOHAJIbHOM MHCTUTYTE 3APaBOOXPAaHEHMS,
BIIEpBBIE COOOIIEHO O 0e30MacHOCTU U ToJiepadesbHO-
ctu nBoitHout BJIITXT c ayro-TI'CK [13]. B xauectBe
1-i1 KoHcomumauuy OBIIA MCIOJb30BAaHLI TEHUITO3MU/I,
KapMYCTUH M LUCIIJIATUH (M1 KapOOTIJIaTUH), B KAYECTBE
2-i1 — BuHkpuctuH, Mendanad u TOT. K coxanenuro,
B JAHHBII TUJIOTHBINI MIPOEKT ObLIM BKIIOYEHBI ITALIMEHThI
¢ pedpakTepHbIM TeuyeHHMEM 3aboJieBaHuUsl; MOKa3aTean
2- ¥ 5-7eTHei BBIXKMBAEMOCTU cocTaBuian 36 % u 32 %
COOTBETCTBEHHO (cM. Tab. 3). B paboTe akileHT neaaeTcs
Ha 00CYXXIIEHUHM BOIIPOCOB HEOOXOIMMOCTHU MCIIOJIb30Ba-
HUSI IBOMHOM TPAaHCIUIAHTALIMM Y MAllMEHTOB C MO3IHUM
OTBETOM Ha WMHAYKIIMOHHYIO Tepanuio, alIuKTHUBHOM
TOKCUYHOCTU TaHAEeMa C BO3MOXHOCTbIO MPUMEHEHMS
B peXMMax KOHIUIIMOHUPOBAaHUS MEHEee TOKCUYHBIX TIpe-
napatos [13].

B uccnenosanuu R. Ladenstein et al. (1998) mokaza-
tesib BCB coctaBuin 33 % (B rpymme “single” sta nudpa
obuta 26 %). OCHOBHOWM MIeeil MaHHOW pabOThl OBLIO
KCII0JIb30BaHUE B KaXKIOM PexXrUMe KOHAUIMOHUPOBAHMS
BBICOKUX 103 MendanaHa. ABTopaMu JoKa3aHa ToJjepa-
0EJIbHOCTb COYETAaHMSI 3TOr0 AJKWIMPYIOIIEro areHra
C IPYTUMM IIUTOCTATUKAMM B 2- U 3-KOMITOHEHTHBIX CXe-
max [14].

Havano XXI Beka cBsI3aHO ¢ HAaKOIUIEHHWEM OIIbITa
acKaJupoBaHHoOro JieueHus1 Hb rpynmel BbICOKOTO pricKa
peLMIMBa U YCOBEPIICHCTBOBAHUEM METOIOB COIPOBO-
OUTEIbHOM Tepaluuy, YTO MPUBEIO K YIYUIICHUIO HeIo-
CPEICTBEHHBIX PE3YJbTaTOB CO CHIDKEHUEM CMEPTHOCTU
OT TOKCUYECKOTro JiedeHus. [1py MCMOIb30BaHUN PEXM-
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Tabmuna 5. Pesyasmamot ucnoavsosanus mandemuoit BIAIIXT ¢ aymo-TICK 6 pazauunvix KAUHUMECKUX UCCAe008AHUSIX

Table 5. Results of tandem HDC with hematopoietic stem cell transplantation of clinical trials

BCB (00mas BbIKH-
BaeMOCTb)
Event-free survival
(overall survival)

(2-netHsist — 36 %)
(2-years — 36 %)

Tokcuueckas
CMEpPTHOCTh
Toxic
mortality

Her oTBeTa
HA MHIYKIIO
No response to
induction

Yucao
TANEHTOB
Number of

patients

Tun KJIMHHYECKOTO
HCCJIeIOBAHUS
Type clinical trial

PeXXuMbI KOHCOJTHAANNH
Consolidation modes

Ipynna (aBTop)

Group (author)

T. Philip dasa Il (1) BCNU + VM-26 + CDDP

etal., 1993 [13] 33 Phase 11 i 25073 (5-netusist — 32 %) (2) VCR + Mel + TBI
(5-years — 32 %)
R. Ladenstein 110 PerpocniektuBHoe Het maHHBIX 10 % S-nerHsist — 33 % Pasznuunble pexxumbl ¢ Mel
etal., 1998 [14] Retrospective No dates S-years — 33 % Different regimes with Mel
S.A. Grupp et al., 39 ®aza 11 39 9% 3-netHsist — 58 % (1) Eto + Carbo + Cy
2000 [15] Phase 11 3-years — 58 % (2) Mel + TBI
S-netusis — 47 %
R.E. George, 97 ®aza I1 6% 6% S-years — 47 % (1) CE + Cy
2006 [16] Phase 11 7-netHsist — 45 % (2) Mel + TBI
7-years — 45 %
(1) CE + Cy
M. Qayed, 56 PeTrpocniekTruBHOE 8% 4% 4-netHss — 59 % (2) Mel + TBI
2012 [17] Retrospective 4-years — 59 % (1) TC
(2) CEM
U.M. Saarinen- 15 ®aza 11 0% _ S-nernsisi — 73 % (1) Mel
Pihkala, 2012 [18] Phase 11 S-years — 73 % (2) Eto + Carbo + TT wiu PEM + TBI
K.W. Sung, 50 ®daza 11 2% 0% S-netHsst — 58,3 % (1) CEM
2013 [19] Phase 11 S-years — 58.3 % (2) TC + TBI
J.W. Lee, ®a3za 11 S-nerusist — 67,5 % (1) CEM
2017 [20] >4 Phase 11 il S94 S-years — 67.5 % (2) TC + ®'1-MIBG
3-netHsist — 61,6 %
3-years — 61.6 %
J.R. Park, 176 ®Daza Il 3-nernsist — 73,3 % (1) TC
2019 [21] Phase 11 (c antu-GD2) (2) CEM

3-years — 73.3 %
(with anti-GD2)

|
IIpumevanue/Note. BCNU + VM-26 + CDDP — N, N’- Bis(2-chloroethyl)- N-nitrosourea + VM-26 + cis- Diamminedichloroplatinum(11)/N, N -ouc(2-xaopsmun)-
N-numposzomoueguna (kapmycmun) + menunosuo + yuc-ouammunouxioponsamuna(ll) (yucnaamun); VCR + Mel + TBI — vincristine + melphalan + total
body irradiation/sunkpucmun + meagaran + momanvhoe ooayuenue meaa (TOT); Eto + Carbo + Cy — etoposide + carboplatin + cyclophosphamide/
amono3ud + kapbonsamun + yurnogocghamud; Mel + TBI — melphalan + total body irradiation/meagpanan + TOT; CE + Cy — carboplatin + etoposide +
cyclophosphamide/kap6onasamun + smonosuo + yukaogocpamud; Eto + Carbo + TT — etoposide + carboplatin + thiotepa/smono3ud + xapoonsamun +

OpurunanbHble uccnepoBanus // Original studies

muomena; PEM — cisplatin + etoposide + melphalan/uyucnaamun + smonosud + meagparan.

MoB (1) aTono3ua + kKapOomaaTuH + uukiaodochamus
u (2) mendaman + TOT mokasatens 3-1eTHeir BCB yBe-
Jauics yxe no 58 % [15].

[anbHelie mcciaenoBaHusl B 00JIaCTU TaHAEMHOTO
KOHIUIMOHMpoBaHMsI Tipu HB rpymimmer BEICOKOTO pricKa
peunarMBa OTIMYATUCh HU3KOW TOKCUYECKOW CMEpPTHO-
cThlO, He mpesblmawolein 6—10 %. B ucciaemoBaHMsIX
R.E George et al. (2006) moka3arenun BCB uepe3 5 ner
cocraBunu 47 %, uepe3 7 aet — 45 %. Ho, K coxalieHuIo,
60oee 50 % GONBHBIX HEBO3MOXHO OBLIO U3JIEUUTh. ABTO-
paMu TIPEATIONOXEHO, YTO OJHUM U3 METOJ0B NaTbHEl -
IIETO YIYYIICHNUS BBLKMBAEMOCTH MOXKET OBITh aJaIITaIlis
JICUCHHUST B COOTBETCTBUM C OTBETOM Ha MHIYKIIMOHHYIO
tepanuio. OOCYXIaInCh U CXeMbl KOHAUIIMOHUPOBAHUS
C BKJIIOUEHMEM TOMOTEKaHa U LuKJIodochamuaa, a TakxKe
BO3MOXHOCTh JieueHusi MOB ¢ ucronb3oBaHMEM TTOCT-
KOHCOJUJALMOHHOU Tepanuu auddepeHIUPYIOIUMA
areHTaMM, TapreTHOI Tepamueil aHTUTeJaMW U MOIU-
(ukaropamu Guosornyeckoro oteeTa [16]. Hakower,
oOHapyXeHre MOJEKYISIPHbIX adeppaluii 10JKHO ObITh
IIPUOPUTETHBIM B TIOITBITKE OIPEACINTL HOBBIE TeparieB-
THUYECKNE MUIICHMU.

B nyonukamusax K.W. Sung et al. (2013) u B mocie-
noyrorieM J.W. Lee et al. (2017) obcykmaeTcst TaHIEeMHBII
pexum BJATIXT TC/CEM u TOT wnum paauortepanus
¢ MeTaiton6ensunryanuanaom (MUBT) cooTBeTcTBeH-
Ho [19, 20]. ITepBoe UccnenoBaHNe MPU BRICOKUX TTOKa-
3aTeNIsIX BbDKMBaeMoOCTH (5-JeTHsST oOIasi BbIXKUBAe-
MocTb — 58,3 %) 06Ja1aio cepbe3HOil KPaTKOCPOYHOM
U TOJITOCPOYHOU TOKCUIHOCTBIO. D dexkruBHOoCT TOT
B Tepanuu HbB He Obla foKa3aHa HU B OJHOM UCCJIEIO0-
BaHuu (cM. Ta61. 3). B cBs3u ¢ atum TOT B mocnenHem
McclieoBaHNY 6bU10 3aMeHeHo Ha MU BT -Tepanuio [20].
OxkoJ10 90 % HbB akcnpeccupyloT TpaHCTIopTep HOpaape-
HaJIMHA, KOTOPBII 00JIeTYaeT MorIoneHne PaTuoakTUB-
HO MeueHHoro MMBT, 4To DaeT OCHOBaHME UCIIONb-
30BaTh €r0 B KauyecTBE TapreTHOW JIyuyeBOWl Tepamuu.
Takum obGpa3om, nobaBIeHNE BHICOKOIO3HOTO JIEYSHMS
BII-MWBT B TaH#eM GBLUIO OCYIIECTBUMBIM U MOMOTJIO
CHU3UTH KPAaTKOCPOUHYIO U IOJTOCPOUYHYIO TOKCUYHOCTD
0e3 yrpossl [Is1 TloKasarejell BbkuBaeMocTu. OaHaKo
B OTO MCCJIeIOBaHUE ObLUIM BKITIOYEHBI TOJIBKO 54 Taim-
€HTa, a JIJIsI TIOATBEPXKIECHUS YIyUIIEHHBIX Pe3yIbTaToOB
(5-netnsast BCB — 67,5 %) HeoOGXoauM paHIOMU3HUPO-
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BaHHBIMA TIPOCTIEKTUBHBINA aHAIU3 C OOJBIIUM YHMCIOM
OOJIbHBIX.

3a mocienHee necaTuiaeTue JedeHHe OoibHBIX HbB
IPYIIIbI BBICOKOTO PUCKA PELMINBA 3BOIIOLMOHUPOBAIO
¢ BKIIIoYeHueM 11 jedeHuss MObB 6uosiornueckoii Tepa-
MHH.

J.R. Park et al. (2019) B cBoeit myOaMKALIMU JAJIN
CYMMAapHYIO XapaKTEePUCTUKY MPEAbLAYIIMX HCCIeI0-
BaHUII JOeTCKOi oHKojorumdyeckoii rpynmnel (COG —
[C]hildren’s[O]ncology[ G]roup), MOCBSLLEHHBIX
KoHcomupanun pemuccun HB ¢ momombio BATTXT
¢ ayto-TI'CK [21]. DTO MHOroLEeHTpPOBOE MCCleI0Ba-
HME MMEJIO YEeTKHME KPUTEPUM BKIIIOUEHUS U BEICHMS
MalleHTOB C COOJIOACHMEM TIPUHIIUIIOB IIPOTOKOJIA
JIeUeHUsT M TIOJHOLEHHOW OLIEHKON 3(P(peKTUBHOCTH
Tepaluu ¢ UCIIOJIb30BAaHUEM BCEX COBPEMEHHBIX METO/IOB
obcnenoBaHusi. JlaHHasi OmUMs TMO3BOJIMIA YBEJIMYUTD
nokasatenu BCB nereit ¢ HB rpynmbl BeIcOKOro pucka
peunauBa. B aToM wucciaemoBaHUM TOCAE WHIYKIIMOH-
HOIO JIeYeHUsI NMALMEeHThl ObUIM PAaHIOMU3MPOBAHBI Ha
2 KOTOpTHI: B Ipynmny single-tpancriantauuu (n = 179)
u B rpynity tandem-tpaHciuiantauuu (n = 176). Tpexier-
naa BCB B 1-i1 rpynme cocraBuia 48,4 % (95 % nose-
putenabHblil nHTepBan (W) 41-55,7), Bo 2-it — 61,6 %
(95 % AU 54,3—68,9); log-rank test — 0,006. [To6aBieHue
K TaHIEMHOI TpaHCIUIAHTALMKM Ha 3Talle IMOCTKOHCOIM-
Januuu UMMyHoTtepanuu aHTu-GID2-MOHOKIOHAIbHBIMU
aHTUTEJIaMU TTO3BOJIMJIO MOBLICUTD MToka3zaTenb bCB ere
1o 73,3 % (95 % AU 65,2—81,3); B rpyiie single-TpaHc-
aHTaumuu ¢ uMmyHorepanueir BCB cocrasuna 54,7 %
(95 % AN 46,1-63,3); log-rank test — 0,004. OCHOBBI-
BasiCh Ha JaHHBIX pesynbrarax, rpynmna COG BkiIoumia
tangeMuyio BITXT c ayro-TI'CK B cranmapt jneyeHus
nereit ¢ HB, mepBuyHO cTpatuUIIMpoOBaHHBIX B IPYIIITY
BBICOKOTO prcKa peuuansa [21].

CpaBHMMBIE pe3yabTaTbl, HO 0€3 MCITOJb30BaHUSI
nMMyHoTepanuu obu onydeHsl U.M. Saarinen-Pihkala
et al. (2012). Ucnonb3ya (1) mendanaH B MOHOPEXKU-
Me u (2) aromo3ua + KapOOoIUIaTUH + THUOTENy yIaloch
noBbicuTh ToKasareau bCB no 73 % [18]. Ilpu nanHOM
peXKMMe He OTMEUEHO TOKCUYECKMX cMepTeil. MiHTeHCcu-
¢dukanms ke KoHcoIuaauuu TpeTbuM HukjgoMm BIATTXT
HE yJIy4lllaeT MoJyYeHHbIe pe3y/ibraThbl. JIJOCTUTHYB IHMKa
BBDKMBAaEMOCTH, HE MMEET CMbIC/IA YBEIMYMUBATH YMCIIO
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LIMKJIOB KOHCOJUOAILIMU, CICAYeT nejaTh aKIIeHT Ha O1o-
JIOTMYECKOM TEPAIIMU 3JI0KAYECTBEHHBIX OITYXOJIEHA.

[TonoxxuteIbHBIM MOMEHTOM BCEX BBIIICTIEPEUMC-
JICHHBIX MCCJIEMIOBAHUN CTaJld BbICOKasl 3 (EeKTUBHOCTD
U TpuemyieMas TOKCMYHOCTb aJKWJIUPYIOIIUX areHTOB
(Kak B MOHOpEXMMax, TaK U B KOMOMHAIIUAX) MeJidanaHa
M TUOTEIIBI, OTPUILIATEJIbHBIM — HemocTaTouHas 3(pdek-
TUBHOCTb 1 BBICOKMI1 mTpoduiib TokcuuHoctu TOT.

B uccrienoBaHusSX MPUCYTCTBYIOT HEKOTOPHIE CITOPHBIE
MOMEHTBI, B TOM YMCJI€ OLIEHKa OOIIeii BbDKMBAeMOCTH
B TpyIIax CpaBHEHUs, PEXXUMbl KOHIUIIMOHUPOBAHUS,
TeTepOreHHOCTh TPYIIIbI BBICOKOIO pUCKa, B KOTOPYIO
MOTYT OBITh BKJIIOUEHBI KaK ITallMEHTBl ¢ MeTacTaThye-
CKHM paclpoCTpaHEHUEM, TaK U IETU ¢ Hepe3eKTabeb-
HO# JoKanu30BaHHOW MU BI-10I0XUTEILHON OIMyX0-
JIbIO M Jaxe MIIaJieHIIbI B Bo3pacTe 10 18 MecsiieB, HO
¢ MUBTI-NoNOXUTEIbHON OMyXOJMbI0 U OTIAICHHBIMU
MeTacTazaMu. Bo3MOXHO, OTBETOM Ha 3TU BOMPOCHI CTa-
HET IpeUM3NOHHAas cTpaTU(UKAIIUs TTallMeHTOB B CaMOil
rpymnre BbICOKOTO pHUCKa pelUIuBa C UCIOJb30BaHUEM
JMOIOJTHUTEIbHBIX MPOTHOCTUYECKUX (haKTOPOB M OMO-
MapKepoB (B ToM uucie u uHdopmaius o MOB u cBene-
HUSI O TIOJTHOTE U CKOPOCTH OTBETA Ha JICUCHUE).

B ommxaitiem OymyiiieM BO3MOXKEH OTKa3 OT BBICO-
KOTOKCUYHBIX PEXHMMOB B IIOJb3y CXeM C MEHBIIUM
npoduneM ociaoxHeHuir (Hampumep, (1) wmendanan
u (2) kapboruatuH + 3Tono3un + Tuotena; (1) Tpeocyb-
(¢an + mendanan u (2) Tnorena + LukIodochamMun) npu
YCJIOBMM IE€PCOHATM3UPOBAHHOIO IOAX0Aa K MHAYKIIUU
¥ TIOCTKOHCOJMIAIIMA Ha OCHOBAaHUU KOMILIEKCHOTO
TEHOMHOTO IMPOMDMIMPOBAHUS 37I0KAYECTBEHHOI OITyXOJIH.

3akioyenne

K coxaneHnuto, psia orpaHUYEHUI HAIIETo UCCea0Ba-
HUs (HEOOJBIIOE YMCIO MAlMEHTOB, PETPOCIIEKTUBHBIMN
XapakTep) He IO3BOJISIIOT AelaTh OJHO3HAYHBIC BHIBOJIBI
C TIO3UIIMY JOKAa3aTeIbHONM MEIUIIMHBI, HO TIPEACTaBICH-
HbIe KIIMHUYECKUE MPUMEPHI JaI0T BO3MOXKHOCTb CYIUTh
0 TOJIepabeIbHOCTU TaHAEMHOIO peXXuMa KOHIUIIMOHU-
poBaHus y 60JbHBIX HB rpyrmbl BEICOKOTO prcka pelu-
nuBa. OTHaJieHHBbIe pe3yabTraThl U TOKCUYHOCTH MOTYT
OBITh TIPOBEPEHBbl HA IIPOCIEKTUBHOM KIMHUYECKOM
HCCIIeI0OBAaHMHU C 0oJiee IMMPOKUM OXBaTOM MCCIIEIyeMOil
TMOMYJISILMU NETEH.
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JththeKTUBHOCTDL M 6€30NACHOCTD NPUMEHEHUA NPAMbIX NepopanbHbIX
AHTUKOArynsAHTOB Y AAeTel B peanbHOW KIMHUYECKOW NPAKTUKE

T.1O. SApomkuna’ 2, ¥O.A. IlIudpun’, /I.B. @®exoposa’, 1.b. ®aopunckuii’ 2, JI.A. Escrparos!, IT.A. XKapkos'

'OI'BY « HayuoHanbHblil MEOUUUHCKULL UCCACO08AMENbCKULL UeHMP OCMCKOLL 2eMAMOA0ULU, OHKOAOUU U UMMYHOA02UU
umenu JImumpus Poeauesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, yar. Camopst Mawena, 1;
°I'BY3 MO «Odunuyoeckas obnacmuas 6oashuya»; Poccus, 143003, O0unyo6o, 6ya. Jrober Hosocenosoii, 6

Konrakrable nannbie: Tamosana Opvesna Sgpowruna yafoshkina.tatyana @gmail.com

Beeoenue. B donoanenue k cmanoapmuomy nooxody @ nocaednee decamunemue OblaU WUPOKO U3YUEeHbl 011 NPUMEHEeHUs Y NAUUEHMO08
demckoeo 6o3pacma npsamvie nepoparvhvie anmuxoazyiaumol ([IOAK). Hecmomps na mHo2oobewaroujue pe3yibmamol KAUHUYECKUX
ucnvimanuil, 0anvHeluue Uccre008anus, HanpaeieHHvle Ha OUeHKY dpgekmugnocmu u 6e30nacHocmu 3mux npenapamos y demeil
U NOOPOCMK08, NO-NPENCHEMY Heo0X00UMbL.

Ileav uccaedosanus — ouenums 6e3onachocms u 3¢hpexmusnocms npumererus I[I0AK y demeii.

Mamepuaast u memoost. Hccaedosanue HOCUAO pempocheKMUGHbII MOHOUEHMPO8oill xapakmep. bviiu npoanaasusupoeansr ucmopuu
0041e3HU CMAYUOHAPHBIX U aMOyAamMOpHbIX nayueHmog 6 sospacme om 0 do 17.aem, noayuasuiux mepanuro anukcabaHom, pusapokcabanom
unu dabueamparom. Kpumepusmu uckaouenus o6viau apmepuanvhoiii mpomoos, mepanus [IOAK menee 14 Oweil, xombuHuposanHas
AHMUKO0A2YASHMHAS MEPAnUs U He803MOICHOCHb NOCAeOVoue20 Haoaodenus. OUeHUu8aIach Hacmoma pempomoo306 u KpogomeueHu.

Pesyasmamot. 3a nepuoo ¢ 2013 no 2022 2. ¢ HMHUI] JITOU um. Jimumpus Poeaueea nabarodanruce 67 nayuenmos, noayuasuiux I110AK.
BonvHbie Oviau pazdenensvi Ha 2 epynnol: 1-5 — 6 nayuenmos, ROAYHA8UUX NEPEUMHYI0 NPODUAAKMUUECKYH AHMUKOALYASHMHYI0 MEPANUL),
u 2-5 — 61 6oavHotl, nonyuaswue [OAK 6 kauecmee 6mopuuHol anmumpomobomu4eckoil npopuiaKkmuku nocie nepeHecenHo2o mpomoosa
enyboxux éen. Meduana epemenu Habawoenus cocmasuna 46 (25—365) oueii 6 1-ii epynne u 4 mec (2 ned — 36 mec) 6o 2-ii epynne.
B 1-ii epynne ne 0bi10 HU 00HO20 3nU300a 6eHO3HOU MpombosImbosuu (BTD), 6viro sapecucmpuposano 1 (16,7 %) nesnauumenvhoe
Kkposomeuenue; 6o 2-ii epynne — 1 (2 %) kpynnoe u 4 (6 %) neznauumenvrovix kposomeuenus. Y 4 (6 %) nayuenmos 6o 2-ii epynne Oviau
peyudusst BTD.

Boi6oowt. Boavuurncmeo nauuenmoe 6 3mom ucciedosanuu noayuaiu pusapoxcaoar (79 %). Mot o6napyscusu ymepeHno noGbluleHHY0
yacmomy peyuousog BTD, xomopvie moeau Obimb pe3yiomamom OAUMENbHO20 Nepuooa HAOA0eHUs, U CONOCMABUMYH YACMOMY
KposomeueHull, 6ce OHU OblAU C853aHbI ¢ mepanueil pueapokcadanom. B dasvneiiuem 0co60 unmepecHsimu, Ha Hawl 832450, A6AAHOMCA
npocnekmugnvle uccredosanus [IOAK 6 kauecmee nepeuuHoli aHmMumpomoOOMu4eckKoi npopUAAKMUKU, a MAaKdice GmMOopU4HOU
npOGUAGKMUKU 8 2PYNNAX HauboAee 8bICOK020 PUCKA U Pe3YAbMAambl AHAAU3A UX NPUMEHEHUS. 8 PedNbHOl KAUHUHECKOU npaKkmuke.

KioueBble clioBa: mpsiMble MepopajibHble aHTUKOATYJISIHTBI Y IeTel, Tepanusi TpoMO030B, TPOMOO3bI y AeTeil, aHTUKOATy ISIHTHI,
HOBBIE MEPOPATbHBIE AaHTUKOATYJISTHTHI

Jna murupoBanms: Adomkuna TIO., Mudpun 10.A., denoposa I.B., ®Pnopunckuit J.b., EscrparoB I.A., XKapkos TT.A.
D beKTUBHOCTL 1 6€30TTaCHOCTD TIPUMEHEHUST TIPSIMBIX TTePOPATTbHBIX aHTUKOATYJITHTOB Y IETel B peaTbHON KITMHUIECKOM MPaKTHKe.
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Efficacy and safety of direct oral anticoagulants in children in real clinical practice

T.Yu. Yafoshkina®?, Yu.A. Shifiin’, D.V. Fedorova’, D.B. Florinskiy"?, D.A. Evstratov’, P.A. Zharkov'
!Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia; *Odintsovo Regional Hospital; 6 Lyuby Novoselovoy Blvd., Odintsovo, 143003, Russia

Introduction. As well as standard anticoagulants, direct oral anticoagulants (DOAC) have been approved for treatment of thromboembolism
in children, recently. Several clinical trials provide promising data on efficacy and safety of DOAC in children and young adults. But further
studies aimed at evaluating the efficacy and safety of these drugs in children and adolescents are still needed.

The aim of the study is to evaluate the safety and effectiveness of the use DOACs in children.

Materials and methods. We have retrospectively analyzed the medical records of patients (0— 17 years) of from 2013 to 2022 at our tertiary
care Centre and selected patients, who were treated with apixaban, rivaroxaban or dabigatran for more than 14 days. Patients with arterial
thrombosis, children, who were treated with combined anticoagulant therapy and those who were unable for follow-up were excluded. We
assessed the rates of bleeding and recurrent venous thromboembolism (VTE).

Results. There were 67 patients, who were treated with DOAC in our center. Patients were divided into 2 groups: those, who received
prophylactic anticoagulation (group 1 — 6 patients), and patients, who received DOAC therapy after venous thromboembolism (group 2 —
61 patients). The median follow-up time was 46 (25—365) days in the group 1, and 4 months (2 weeks — 36 month) in the group 2. There
were no VTE episodes and 1 minor bleeding in group 1, while 1 (2 %) major, 4 (6 %) minor bleeding episodes in group 2. There were 4 (6 %)
patients with recurrent VTE in group 2.

Conclusion. The majority of patients in this study received rivaroxaban (79 %). We found a moderately increased recurrence rate of VTE,
which could be the result of a long follow-up period, and a comparable rate of bleeding, all of which were associated with rivaroxaban
therapy. In the future, of particular interest, in our opinion, are prospective studies of DOACs as primary antithrombotic prophylaxis, as well
as secondary prophylaxis in the highest-risk groups, and the results of an analysis of their use in real clinical practice.

Key words: direct oral anticoagulants in children, thrombosis therapy, thrombosis in children, anticoagulants, new oral anticoagulants

For citation: Yafoshkina T.Yu., Shifrin Yu.A., Fedorova D.V., Florinskiy D.B., Evstratov D.A., Zharkov P.A. Efficacy and safety of
direct oral anticoagulants in children in real clinical practice. Russian Journal of Pediatric Hematology and Oncology. 2023;10(1):33—40.
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BBenenue

YacToTa TpOMOOTUYECKUX COOBITUI Y AETE OTHOCU-
TeJIbHO HM3Ka B OOIIEH MOMYJISIIUKM, HO OHA yBEJIM4YMBa-
eTcsl y rocnuTaan3rupoBaHHbIx aeteit [1]. Kimaccuueckum
MOJIXO0I0M B JIEYEHUU BEHO3HBIX TpoM0030B (BT) y nmenu-
aTPUYECKUX IMAIMEHTOB SIBJISICTCS Teparusl HehpaKimo-
HupoBaHHbIM (H®PT') unu HuskomonekynsipasiM (HMT)
renapMHoOM C IOCJICAYIOLIMM MEpPeXoIoM Ha Iepopaib-
Hylo Tepamnuio aHTaroHuctamu ButamuHa K (ABK) npu
HeobxoauMocTu [2]. B momosHeHMe K CTaHIapTHOMY

MOAXOAY B MOCJIEIHEe NeCITUICTUE ObUIM IIUPOKO H3Y-
YeHbl MpsIMbIe repopanbHble aHTUKoAryassHThl (ITOAK)
JIJI TIpUMEHEHUsI y allMeHTOB JeTCKOro Bo3pacrta [3, 4].
MHoroo6emialie pe3yabTaThl KIMHUYECKUX HCClIe-
JoBaHUI T0o3BoJIsAIOT paccmarpuBath [TOAK kak HOBy1O
TepaneBTUYeCKyto onuuio mis JeuyeHus BT y geteii. Mbl
MIpearojaraeM, 4rto JaHHbIE U3 PEeaIbHOU KIIMHUYECKON
MPaKTUKU TTOMOTIYT JOMOJHUTH Pe3yIbTaTbl PaHIOMU3U-
POBaHHbBIX KJIMHUYECKUX UCTIBITAHUI U HEOOXOIUMBI JUIST
YAYYIIEHUS TepareBTUUECKUX MOIXOI0B.
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Ienp wuccienoBaHuss — OLEHWUTh 0€30IIACHOCTh
n apdexkTuBHOCTL MpuMeHeHus [TOAK y netei.

MatepuaJjsl 1 METOIbI

HccnenoBaHne HOCWIO PETPOCHEKTUBHBIE MOHO-
LeHTpoBoIt xapakTep. Cpeau oOpaTUBIIMXCS B KOHCYJIb-
TaTUBHOE OTHEJICHUE W/WIM IOJyJaBIIMX CTallMOHAp-
Hoe neyeHue B HMUL ATOU um. Imutpust PoraueBa
(LIeHTp) OBLIM OTOOpaAHBI MALIMEHTHI, COOTBETCTBYIOLINE
clieayommum Kputepusim: Bospact 0—17 jet, ¢pakT Ha3Ha-
YeHMSI Teparnuu/mpoduIakTUKy IpernapaToM U3 TpyIl-
mel [TOAK (amukcabaH, puBapokcabaH M gaOuraTpaH).
Kpurepun uckioueHus: apTepualbHbIi TPOMO03, B TOM
YUCie OCTPOE HapyIIeHHEe MO3TOBOIO KPOBOOOpPAIIIEHMUS,;
HEBO3MOXKHOCTb HAOJIIONEHHUS 3a TAllMEHTOM B IMHAMU-
Ke, OTCYTCTBHE OOBEKTMBHO MOITBEPKIEHHOTro (hakTa
WIKM ucxoma TpoM003a; IJIUTEIbHOCTb IIPUMEHEHUS
ITOAK wmenee 14 gHeii; coBmecTtHoe ipuMeHeHne [TOAK
C aHTHATrperaHTaMu U/WIK aHTUKOATyISTHTaMH.

Jna kaxkmoro mamyeHTa OLIEHUBAJIUCH CIEIyIoIIne
KJIMHUYECKUE XapaKTePUCTUKU:

* BO3pacT Ha MOMEHT Ha3HAYeHMS TIperapara;

* TOKa3aHUs K Ha3HAYCHUIO TpernapaTa (mepBuYHasi/
BTOPUYHASI aHTUTPOMOOTHYECKasI TPODUIAKTHKA);

* [Iperapar, pa3oBasi 103a U PeXXUM IIPUMEHEHUS;

* IJTUTEIbHOCTD TeParuu;

* B ciyyae npuMmeHeHus [TOAK B kauecTBe BTOpUYHOM
AHTUTPOMOOTUYECKON TPOPUIAKTUKU:  JIOKAIU3ALIUS
TpoMb03a riyookux BeH (TI'B), kiuHuMuyeckass KapThHa
TpoM003a (CMMIITOMAaTUYECKMI WM acHUMIITOMaThye-
CKUIiA).

B xone aHann3a KOHEYHBIMM TOYKAMU SIBJISLIUCD:

* CJlyyad KpOBOTEUEHUI BO BpeMs Tepanuu. Hammuue
OONBIINX KIMHUYECKHN 3HAYMMBIX KPOBOTEUYEHUIA [5];

*B ciyuae npuMeHeHus [TOAK B xauecTBe mepBuY-
HOM aHTUTPOMOOTUYECKOM MPOGUIAKTUKM:

- 00BEKTUBHO TTOATBepKAeHHBIN snn3oa TI'B Ha pone
MMPOBOAMMOM MPOPUTAKTUKH;

*B ciyvyae npuMmeHeHus1 [IOAK B kayecTBe BTOpUY-
HOM aHTUTPOMOOTUYECKONW TNPOPUIAKTUKA — WCXOJ,
TpomM0Oo3a:

- HaIMYME peKaHaau3aluuu (yMEHbIIEHUE pa3MepoB
TpoMmba Ha 5 MM U GoJiee WJIM TTOJIHBIN JIM3UC TPOMOOTH -
YeCKMX Macc);

- peuunuB TI'B (Bo3HMKHOBEHHE HOBOIO TpomoOa
B IIPEXXHEN WM B IPYTOi JIOKAIM3aLUK);

- TIporpeccust pa3MepoB TpoMmbOa (yBeJUMUYeHHUE pa3Me-
pOB TpoMOa Gosiee ueM Ha 5 MM).

[Tpu o1ieHKE NCXOI0B PETUCTPUPOBAIOCH BPeMsI OTHO-
CUTEJIbHO Hayaja IpueMa MpernapaTa U OOBEKTUBHBIC
XapaKTepUCTUKU ucxoma. JlaHHOe HcciaemnoBaHUe OBLIO
0100PEHO JIOKAJTbHBIM 3TUYEeCKUM KomuTeToM LleHTpa.

PesyabraTsl

3a nepuon ¢ 2013 mo 2022 r. B LleHTpe Habmoganuch
67 maumenTos, nosydasiiux [TOAK. Ouu Gbutn pasae-
JIEHBI Ha 2 TPYIIIbL: 1-g — MAlMeHTHl, IoJydYaBIIue mep-
BUYHYIO ITPOMUIAKTUYECKYIO0 aHTUKOATYJISIHTHYIO Tepa-
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nuio, u 2-1 — 6onbHble, nonyvaBiune [TOAK B kauecTBe
BTOPUYHOI aHTUTPOMOOTUYECKOI MPOPUIAKTUKHI MOCITE
nepeHeceHHoro TT'B.

B 1-it rpynme 6wuto 6 gereit. M3 Hux 4 MajnbuMka
u 2 neBouyku. MenmaHa Bo3pacTa IaldeHTOB B JaHHOM
rpynie — 13 (3—17) aet.

IMokazanust 1 Ha3zHaueHUsT TIPOPUIAKTUIECKOMN
Teparuu ObUIM JOBOJILHO pa3HOOOPa3HBIMMU.

Iayuenm C., 3 rona, ocTpblii TUM@POOIACTHBIN JIEMKO3
(OJIJI), monydan mpochHIaKTUYECKYI aHTHUKOATYJISTHT-
HYIO Teparuio BO BpeMsl MHIAYKIIMHA PEMUCCUM B paMKax
KJIMHUYECKOTO UCCAeAoBaHMS (armMKcabaH B CpaBHEHUM
C TPYIIIOit 03 aTUKOATyJISIHTOB B Ka4eCTBe MPOMUIAKTH -
ku BT npu OJIJI B MHOYKIIMYU PEMUCCUU C IIPUMEHEHUEM
acraparvHasbl) — anmukcadaH, 1 Mr 2 pa3a/CyT.

IMayuenm b., 15 netr, mepBUYHBIII UMMYHOAEDULIUT
(ITNT), momy4yan aHTUKOATYISTHTHYIO Teparuio BO BPeMsI
peumnnuBa 6oe3Hu KpoHa — puBapokcabdaH, 5 MI/CyT.

IHayuenmxa I., 17 net, I[I], nonydyana aHTUKOAry-
JISHTHYIO TepaItvio BO BpeMsl 311M30/1a HOBOM KOpOHaBU-
pPYCHOI MH(MEKIINN — annKcadaH, 5 MI/CyT.

Hayuenmra II., 6 net, monydajia Teparnuio B CBI3U
¢ HaJIu4ueM TpoMOOMWINK, COYETaHHBIN AePUIIUT ecTe-
CTBEHHBIX aHTUKOATY/ISTHTOB Ha (hoHe cuHapoma 2KakeHa
(BTropunuHbIii fecpuut nporerHa C uantutpomouna I11) —
puBapokcabaH, 5 Mr 2 pa3a/CyT.

IMayuenm C., 11 netr, rematobiacToMa, IOJydal
Teparuio Mocjie MepeHEeCEHHOTo OMNepPaTUBHOTO BMella-
TeJbCcTBA (TpaHCIUIAHTALIMS TIEYeHU) — pUBapokcadaH,
7,5 MI/CyT.

IMayuenm K., 17 net, anbBeojsipHas pabmomuocap-
KOMa, ToJIydyajl Tepaluio B paMKax COIIPOBOIUTEIbHOMN
Tepanuu (UCCAeNOBaHME HOCWIO PETPOCIIEKTUBHBIN
XapakTtep, 00jiee TOUHBIX yKa3aHUIi Ha MPUYMHY Ha3Haue-
HUs aHTUKOATYJISIHTHOI Tepaluy B UCTOPUHU O0JE3HU HE
oOHapyXeHO) — puBapokcabaH, 10 Mr/cyr.

BonbIMHCTBO NMalMeHTOB B JaHHO I'pyIIIie MoJTyJaan
puBapokcadaH — 4 pedbeHKa 1 2 O0JIbHBIX TTOJTy4YaIn alTuK-
cabaH. MenuaHa JIMTeNbHOCTH Tepanuu — 46 (25—365)
JTHEH.

B nmaHHOli Tpymme He 3aperdcTpUpOBaHO CIyvyacB
BO3HUKHOBEHUSI TpoMO03a Ha (pOHE TPOBOIMMOI TIPO-
(punakTuyeckoit tepanuu. Takke He 3aperncTpUpPOBa-
HO OOJIBIINX KIMHUYECKUX 3HAYMMBIX KPOBOTCUCHUIA.
V nanuentku I1., 6 net, KoTopas moJiydyajia puBapoK-
cabaH, 4yepe3 6 MeC IOCJIe MHULMALUKU Tepaluu OTMe-
YajJoCh IOSIBJIEHUE KOXHO-CIM3UCTBIX KPOBOTECUCHUI
(PKXMMO3bI Ha TYJIOBUILIE M KOHEUYHOCTSIX, IMTOBBIIIICHHAS
KPOBOTOUYMBOCTD JECEH). YUUThIBasE BpeMs MOSIBICHMUS,
CHMIITOMBI TTOBBIIIIEHHOM KPOBOTOYMBOCTU MOTJIU OBITh
CBSI3aHBI KaK C TEUYEHMEM OCHOBHOIO 3a00jieBaHUS
(mepuumT pakTOpPOB CBEPTHIBaHUS Ha (POHE CUHIpPOMA
KakeHa), Tak ¥ ¢ IpUEeMOM aHTUKOATYJISHTHON Tepa-
nuy. CUMIITOMBI KYyITMPOBAIUCH ITOCJI€ CHUXKEHUS 10351
puBapokcabaHa.

Bo 2-i1 rpynirie 0bu1 61 mamyeHT, cpean Hux 30 Maib-
yukoB ¥ 31 neBouka. [Tompoctkamu B Bo3pacte 13—17 net
6b11 61 % (n = 37) 60IbHBIX (PUCYHOK).
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Yuncno naumneHTos, n
Number of patients, n
o N A OO O O N

o 1 2 3 6 7 8 9 10 11 12 13 14 15 16 17 18
Bo3spacr, roapbl
Age, years

Bospacm nayuenHmoe Ha MoMeHm mp0M603a
Age of the patients at the time of thrombosis

B nmanHoi# rpymnmne yvaiie BcTpevaiuch TI'B HukHei
KOHEUYHOCTU. BTopasi mo ynucaeHHOCTH rpyIrna — TpoMoo-
3bI BEpXHEN WJIM HUXKHE 10J10i BeHbI (Taou. 1).

Taomuna 1. Jokaruzauus mpomoos
Table 1. Localization of thrombosis

Yucao nanuenToB 1 101
00ILIero UX YMcJjIa MmocJjie mne-
penecennoro TI'B (n = 61)

Jlokanu3anus
Localisation Number of patients and
proportion of their total

number after DVT (n = 61)

HuxHsiss KoHeuyHOCTH* 27 (44 %)
Lower extremity*

W3 nux LIBK-accounmpoBaHHbIe 3(5%)
Among them CVC-associated

BepxHsist KOHEYHOCTH* 7(11 %)
Upper exstremity*

W3 nux LIBK-accoimmpoBaHHbIE 2(3%)
Among them CVC-associated

TpoM603MO0IKS JIETOUHOM apTepun™ 3(5%)
Pulmonary embolism*

[osbie BeHBI (BEpXHSISI M HUXKHSIS ), 17 (28 %)
a TaKXe BeHbI BHYTPEHHUX OPraHOB*

Caval veins and veins of abdomen*

N3 nux LIBK-accouuupoBaHHbie 14 (23 %)
Among them CVC-associated

BuytpucepneuHbrii* 6 (10 %)
Intracardiac*

W3 nux LIBK-acconmnmnpoBaHHble 6 (10 %)

Among them CVC-associated

CuHYCBI TOJIOBHOTO MO3ra*
g e 7(11%)

Sinuses of the brain
|
IIpumeuanue.* — nayuenmot ¢ OaHHOU 2pynne Mo2ym UMemy Co4emantblil
BT; [IBK — uenmpanbvhuolii 6eHO3HbLI Kamemep.

Note. * — patients in this group may have combined venous thrombosis;
CVC — central venous catheter.

BoJIBIIMHCTBO TMALIMEHTOB M3 2-il TPYIIIbI MepeHec-
JIN CUMITTOMaTHYECKUil TpoM003 — 41 (67 %) uenoBek,
15 (25 %) — acuMrnToMaTUIECKHUIA.

B mannoii rpymme 2 (3 %) GOJIbHBIX TTOJIydaIy armK-
cabaH, 5 (8 %) — nadburarpat, 49 (80 %) — puBapokcabaH
u 5 (8 %) nauyeHTOoB B X0OJIe TepaIliy ITOIydaiu KakK 1a0ou-
raTpaH, Tak M puBapokcabaH (He coBMecTHO). MeauaHa
ITUTENTBHOCTY Teparmiu cocTaBmiia 4 (2 Helm — 36 Mec) Mec.

Ha ¢one tepanun [TOAK ormeuancs 1 (2 %) caydait
OOJIBIIIOTO KJIMHUYECKU 3HAYMMOIO KpPOBOTCUEHMSI —
MalMeHTKa ¢ aHEMM3UPYIOIIMM MAaTOYHBIM KPOBOTE-
yeHueM. JleByllKa cTpagaja MOJMMEHOpesSIMU, Tpebo-
BaBIIMMU TOCIUTAIM3AMM B CTAllMOHAP M Ha3HAYEHMS
Tepanuy TOPMOHAJbHBIMU MpernapataMu (drodacToH),
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KOMOWHUPOBAaHHBIMU TI€POPATbHBIMU KOHTpAlleITHBA-
mu (KOK) — ge3orectpen + aTuHUI3CcTpanuo. JdeByika
nonydana tepanuio KOK 28 nHeii, 3aTeMm 4epe3 5 mHeit
Mocjie TMpeKpallleHus IpueMa IMarHOCTMPOBAaH CHUM-
NTOMAaTUYECKUI MiieoeMopaabHbIii TpoMOO3 cieBa.
B octpom neprose nmoaydana repanuio HOT ¢ mepexomom
Ha maburatpat (150 Mr/cyT B TeueHue 4 Mec), 3aTeM Iepe-
BeleHa Ha puBapokcabaH (20 mr/cyT). Uepes 2 Hen mmocie
cTapTa Tepanuud pUBapoKcabaHOM ITPOM3OIILIO aHEeMU-
3upympoliee (CHUKEHUE KOHIICHTPALIMU TeMOIJIOOMHA 10
65 r/m) MatouHoe KpoBoTeueHue. Ilociae TaHHOTO BIK-
3o0ma mamueHTka nepeBeneHa Ha HMIT (HampomapunH
100 ME/xr 2 pa3za/cyT MOIKOXHO), KPOBOTEUECHHUS HE
MOBTOPsIMCH. TaknM 00pa3oM, HanboJiee BEPOSITHO, UYTO
3MM30]l KPOBOTEUCHUSI ObUI acCOLMMPOBAH C IPHUEMOM
puBapokcabaHa.

Y 4 (7 %) mnauMeHTOB OTMeYaluCh HeOOJbIlINe
KpoBOTeueHus: y 2 (00a motyJaau puBapoKcabaH: maiu-
entka E., 15 get, 10 mr 2 paza/cyr; manueHt b., 14 jer,
20 mr 1 pas/cyT) — emMHMUYHBIC 3MU30bl HEOOMIBbHBIX
HOCOBBIX KPOBOTCUECHU U 2 TAIIMEHTKU C MOJMMEHOpe-
ei1, HanboJiee BepOSITHO, Ha (poHEe TIpreMa puBapoKcada-
Ha (mauueHTka I, 16 jeT, mosydaia mpemnapar B pexxume
15 mr 2 paza/cyt, 3atem 20 mr 1 pas/cyt; nauueHTtka K.,
15 net, 20 mr 1 pa3/cyT). ¥ OOJbHBIX C HOCOBBIMM KPO-
BOTECUCHUSIMU CUMIITOMBI KPOBOTOUMBOCTU OBLTM BbIpa-
JKeHBI MUHUMAaJIbHO — MOAMGUKAIINS Teparuy He ITPOBO-
nuiack. Y nmauveHTku I, 16 jeT, oTMe4aoch MOsIBJICHHE
OOMJIbHBIX MEHCTPYaJIbHBIX BBIACICHUI TOC/Ie WHUIIUA-
LIMY Tepanuu puBapokcadaHoM B no3upoBke 20 mr 1 pa3/
CyT, Ha (DOHE YMEHbIIIeHUS 03bl puBapoKcabaHa 10 15 Mr
1 pa3/cyT oTMevaiach HOpMaJln3alus BbIICICHUIA.

YV manuenTtku K. monmMeHopew OTMEYalIUCh W IO
Ha3HAUYCHMSI Tepaluy pUBapOKCaOaHOM, OMHAKO ITOCTe
VHUIAIMY Teparii OTMEUYaIoCh YCWICHUE BhIICICHUA.

Hcxoapi TpoM0030B

YV 11 (18 %) mauveHTOB U3 2-ii TPYIIIbI IIPOU3O0LIEI
peunauB TI'B, uz nux y 7 (11 %) — mo MoOMeHTa Ha3Ha-
yeHus Tepanuu [TOAK, B cBsI31 ¢ YeM OHU ObUTM UCKITIO-
YyeHbl M3 aHaiau3a 3(GQGEeKTUBHOCTU Tepanuu. JlaHHbie
0 OOJIBHBIX, Y KOTOPBIX ObUI 3aperMCTPUPOBAH ITOBTOP-
Helii anu3on TI'B Ha ¢one npuema ITOAK, npencrasie-
HBI B TA0JI. 2.

B nmannoit rpynne 1 yenoBek (nmauuentka b., 16 ier)
nojydyajl KOMOMHMpPOBAHHYIO Teparui — aaduraTpaH
C IMepexoIoM Ha puBapokcabaH (IIpUYMHA CMEHBI IIpe-
rnapaTa He CBsI3aHa ¢ HaJIM4MeM peluanBa) 1 3 maluueHTa
MOoJIyJaIu puBapoKcabaH.

VYV 2 oonbHbIX (mamuenTtka I., 8 jmet u manmeHt H.,
15 neT) peuuauBhl OBLIM CBSI3aHBI C TAKUMM COCTOSIHU-
amu, Kak Hanmuue LIBK, oHkosormueckast marosorus,
IUIMTEIbHBINA MIEPETIET.

V 2 6onpHbIX (ranuenTka b., 16 et n naunenTtka K.,
16 yier) ciydaauch peLMAMBUPYIOIIME MAMOIATHYECKUE
TPOMOOTUYECKHNE COOBITUSI, HECMOTPSI Ha IIPOBOINMYIO
AHTMKOATYJSIHTHYIO TepaIliio, HU Y OJHOIO M3 MOIPOCT-
KOB JAHHBIX 332 TPOMOO(MDUIINIO HE TTOIYYEHO.
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OpuruHanbHble uccneposanua // Original studies
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OO0cyxaeHue

Hamu 6butn nipesictTaBieHbl JaHHbIE PETPOCTIEKTUBHO-
ro aHanam3a 3¢ ¢GEeKTUBHOCTU U O€30ITaCHOCTH ITPUMEHEHUS
ITOAK y nereii B Bo3pacte 10 18 net. BonbimmHcTBO nanu-
€HTOB ObUIM TTOAPOCTKAMM, YTO HE XapaKTepU3yeT MujIe-
muonoruto TI'B, a gBasierca cnenctBueM 0Oojiee 4acToro
HasHayeHus1 [TOAK pgersim Oonee crapiiero Bo3pacTa
U OTpaXkaeT PerucTpallMOHHbIE OCOOCHHOCTH IperapaToB
JAHHOM IPYIIILI Ha TEPPUTOPUM Halleit crpansl [6]. [Toma-
BJIsIIOLIee OOJBIIMHCTBO MalueHToB (91 %), KOTOphIM
Ha3HAYaJIMCh JaHHBIC MpeIapaThl, MOIydadd UX B IEJISIX
BTOPUYHOI aHTUTPOMOOTHUYECKOH TpoduakTuku. OnHa-
Koy 6 nereit mpumensuin ITOAK B 1ies1s1x IepBUYHOM TTPO-
duIaKTUKK TPOMOO30B, UTO MOAUEPKUBACT MOCTEIIEHHOE
paclIMpeHue ToKa3aHui K TIepBUYHON aHTUTPOMOOTHYE-
CKOI TTpo(pMIaKTHKE B peaibHOM KIMHUYECKOI MPaKTUKE.
K coxaneHuro, yauTsIBas Majoe YMCIIO MalMeHTOB, Cle-
JIaTh BBIBOJBI 00 adexkTuBHOCTU 1 6e3omacHocT [TOAK
B IaHHOI TPyTIIe HE MPEACTaBISIeTCS BO3MOXKHBIM.

IIpumenenue npenapaToB u3 rpynnbl [TOAK y nereit
OCHOBAHO B HACTOSIIIEe BpeMsI Ha JaHHBIX HECKOJBKMX
KPYIHBIX KIMHUYECKNX UcclieqoBaHuii [7, 8].

B wuccnenmoBanuu EINSTEIN Junior [8], koTopoe
OBLIO TTOCBSIIIEHO CPAaBHEHUIO TepaITui PUBapOKCabaHOM
nocne nepeHeceHHoro TI'B co cranpapTHO# aHTUKOAry-
JISHTHOM Tepamnueii, Oblla MOKa3aHa JOBOJbHO HU3Kas
JacToTa KPOBOTEUCHMI — OOJIbIIIOE KPOBOTCUCHUE MPO-
MU301LI0 y 3 % MalMeHTOB, MOJIy4aBIIMX pUBapoKcabaH,
uy 2 % nereil, moJlydaBIIMX CTAHIAPTHYIO aHTUKOAry-
JIMHTHYIO Tepanuio (95 % noBepUTENbHBIN WHTEepBa
0,51—6,27). B xoae TeKyllero MccieaoBaHuUs 0OJbIIOE
KPOBOTEUEHME 3aperucTpupoBaHo B 2 % cjydaeB, 4TO
COITIOCTaBMMO C JTaHHBIMU paHee MPOBEACHHOTO aHaI13a.

EnuHCTBeHHBIN 3MM300 OOJIBIIOTO KPOBOTEUYECHUS
B JTAHHOM MCCJIEIOBAaHUM — MaTOYHOE KPOBOTCUYCHME.
Takke Bo 2-#1 rpynrie ObuIM 2 MAUMEHTKU C TTOJIMMeE-
Hopeelt, Hauboyiee BEPOSITHO, CBSI3aHHON C IPUEMOM
puBapokcabaHa. B paHee MpoBeneHHBIX MCCIEI0BaHUSIX
C y4yacTHeM B3POCJBIX IMaiueHToB [4, 9] momuMmeHopeu
U aHOMaJbHbIE MAaTOYHBIE KPOBOTECUEHUSI ITOCTOBEPHO
yale BO3HUKAIU y OOJBHBIX, IMOJYyYaBIIMX PUBapOKca-
0aH, 110 CpaBHEHMUIO C TTallMeHTKaMU, TToydaBimu ABK.
Hampumep, B ucciaenoBanuu A.H. Bryk et al. [9] momy-
YeHbl ciaeaylolye pe3yabTatbl: 41 % B rpymrme GOJbHBIX,
NMPUHKUMABIIUX pUBapokcabaH, nMpotus 18 % B rpyiie,
moay4yaBimnx ABK, p = 0,009. [To naHHBIM HCCIeT0BaHUS
N. De Crem et. al. [4], mo cpaBHeHuto ¢ ABK puBapok-
cabaH acCOIMUPYeTCs C JUIMTEIbHBIMUA MEHCTPYaTIbHBIMU
KpoBoTeueHusiMu: 27 % B Ipymie, IOJIydaBIlei pUBa-
pokcabaH, npoTtus 8,3 % B rpyiiie, npuHuManiineii ABK,
p=0,017; Takke 25 % NMalMEeHTOK B IPYIIIE, I10Ty4aBILIEi
puBapokcabaH, Hy>KIaJIUCh B MEIULIMHCKUX WU XUPYP-
TMYECKUX BMEIIATeIbCTBAX B CBSI3U C BO3HMKHOBEHUEM
MOJMMEHOPEN M MaTOYHBIX KPOBOTCUEHUII, YTO IOYTHU
BIBOE OOJbIIE, YeM B TpyIIie OOJbHBIX, TPUHUMABIINX
ABK, p =0,032. CTouT NpuHSITH BO BHUMaHUE, YTO PUCK
TSDKEJIBIX MATOUHBIX KPOBOTEUEGHHUU TakKXe BBIIIE MPU
MPUMEHEHUM pUBapoKcabaHa, YeM IpU HMCIOJIb30BaHUU
nmaburaTpaHa/anukcadana [10].
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B Hacros1iem ucciaenoBaHUM MOJUMEHOpPesT Ha (poHe
npuema puBapokcabdana Bcrpevaiacby 10 % (n = 3) mauu-
€HTOK, CPeIy IEBYIICK MOJYyYaBIIMX TePAIUIO0 PUBApPOK-
cabaHoMm (n = 31), npuueM To1bKO 58 % (n = 18) U3 HUX
ObuTK cTapiie 12 neT. YuuTbiBash IpeAcTaBlIeHHBIC BhILIE
JAHHbIE 10 B3POCJIbIM MAalMEHTKAM, MbI IIpEAIojiaracM,
YTO IPU Ha3HAYEHMU pUBapoKcabaHa JEBYILIKAM C AUC-
WU TIOJIMMEHOpEeei, He0OXOIUM TIIATEIbHBI KIIMHUKO-
J1abopaTOPHbIIA MOHUTOPUHT U/WIK PACCMOTPEHUE IPY-
MX BApUAHTOB TePaIlu.

Kpome Toro, B McciaeayeMoii KOropre MalueHTOB He
ObLIO 3apEerMCTPUPOBAHO HU OJHOTO CIIydyasi KpOBOTeYe-
HUIA, aCCOLIMMPOBAHHbBIX C IIPUEMOM arukKcabaHa 1 1abu-
ratpaHa. HeobxomuMo y4uTBIBaTh, YTO OOJbIIAs 4acTb
BCeX JeTeil, BKJIIOYEHHBIX B MCCIIEIOBaHME, IOJIydaia
HMMEHHO puBapokcabaH (79 %), 4To, 1Mo HallleMy MHEHUIO,
MOIJIO ITOTEHLIMAIBHO 0Ka3aTh «3(P(MEKT MajIoil BEIOOPKIT».

B uccnegosanuu EINSTEIN Junior [8] v 1 % naum-
€HTOB B IpYIINe, IPUHUMABILIKX puBapokcabaH, uy 3 %
OOJIbHBIX, TOJIYYaBIIMX CTAHAAPTHYIO aHTUKOATYJSHT-
HYIO Tepalliio, 3aperMCTPUPOBaHbl PELIMIUBBLI TPOMOO3a
(95 % noBeputenbhblii nHTepBa 0,11—1,41). B Tekyiiem
MCCJIEIOBAHMI YacTOTa PELIMIMBOB Y MAlMEHTOB, MOJIY-
YaBIIMX pUBapoKcadaH, coctaBuia 6 %.

ITo maHHBIM paHee MPOBEIESHHBIX MCCAeAOBaHUM |3,
11], coobiraemas yacrora peuuauoB TT'B y neteii kose-
osercst ot 1 10 26 %. Bo3aMoxHO, Takasi HU3Kasl 4acToTa
peuunuBoB TI'B B uccnemoBanum EINSTEIN Junior
CBsI3aHa C OTHOCHUTEJIbHO HEOOJbIION IIUTEIbHOCTHIO
HaOJIroIeHNsI 32 00JIBHBIMU — OKOJIO 3 Mec. Haru naHHbIe
MOKa3bIBAIOT, YTO cpeau naiueHToB ¢ TT'B pertnaus B riep-
BbI€ 3 MEC OT MOMEHTa TpoM0O03a ObLI BhISIBIICH Y 5 (8 %),
3TO MPUMEPHO TPETh OT BCEX OOJBHBIX C PELIMANBOM/
HapacTtaHueM TpoMmb0o3a. [Ipu paccMoTpeHUM MTallMeHTOB
C peuMIMBOM/HapacTaHUEeM TpoM0o3a Ha ¢oHE ImpueMa
puBapokcabaHa MeauaHa BpeMEHU BOBHUKHOBEHMS JaH-
Horo ucxona cocraBwia 9 mec. Tpu u3 4 TpomM06030B Ha
(hoHe Tepanuu puBapokcabaHOM OBIJIM BBISIBIEHBI OoJiee
YyeM 4epe3 3 Mec OT MepBUYHOrO 3mu3oaa. JaHHblil pakT
noa4YepKMBaeT HEOOXOIMMOCThb IIPOBeAeHUS OoJiee KpyIl-
HbIX CpPaBHUTENIbHBIX MCCIeAOBaHU 3(DGEKTUBHOCTU
TTOAK y maumeHTOB ¢ MHOXKECTBEHHBIMHU (haKTOopamMu
puCcKa, HYXXIAIOLIMUXCS B IJIMTEJIbHBIX KypcaX aHTUTPOM-
0OTUYECKOI TPOPUITAKTUKH.

B cpaBuutenbHoM mcciaegoBanuun DIVERSITY [7],
MOCBSIIIEHHOM OlLieHKe 3(P(MEeKTUBHOCTU U 0Oe30MacHO-
CTU TIpMMEHEeHUs JaburarpaHa y mauueHToB nocie TI'B,
yacToTa OOJIbIIMX KPOBOTEUEeHUI cocTaBuia 2 % B IpyIl-
me, moJiyyaBieil maburarpaH. Yactora permausoB TI'B
B I'pyIlIIe qaburaTtpaHa 1 B IPYIINe CTAHIAPTHOI aHTUKOA-
TYJISSHTHOM Tepanuu coctaBuiia 4 % u 8 % COOTBETCTBEH-
HO, OJHAKO JAaHHBIC Pa3JIM4yusl He SIBJISUIMCh CTATUCTUYE-
CKU 3HAYUMBIMU.

B npyroM mpoCneKTHBHOM HCCI€IOBAaHUU, ITOCBSI-
1eHHOM naburaTpany [12], npuHsiiau yyactue 203 pedeH-
ka ¢ BT. Ha MmoMeHT Havaja MccaeqoBaHUsI OHU 3aBep-
LMY 3-MEeCSIYHYI0 aHTUKOATyJISIHTHYIO Tepamuio (J110o
CTaHIAPTHBIM aHTMKOATYJISIHTOM, JIMOO maburaTpaHoM),
OIIHAKO B CBSI3U TEM, YTO IIPOAOJIKAIOCH BO3ICHCTBUE
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¢dakToOpoB pucKa TpomMO03a, TPeOOBAJIOCH ITPOIOKEHNE
AHTUKOATY/ISIHTHOM Tepanuu. Bce mamumeHThbl IMOIydaiu
nmaburarpaH cpokoM 10 12 mec. Ilpu cpeaHeii mpomomKu-
TeJIbHOCTH JiedeHust 36 Hen y 2 (1 %) malMeHTOB pa3BUIICS
peLuaruB BeHO3HOM TpoMboambouu (BTD), vy 2 (1 %) —
MNTCuy 3 (1,5 %) Habmonanuch GOJIbIIIKME KPOBOTCUEHHSI.

B Hacrosimiem ucciegoBaHMM OAaHHBIM IIperapar
nosy4daian 5 (8 %) nmauueHToB u 5 (8 %) NpUHUMAIHU €r0
B cocTaBe KOMOMHUPOBAHHOM Tepaluu ¢ puBapokcada-
HOM (He coBMecTHO). OCHOBHOM CXeMOI Ha3zHaYeHUS
nmaburatpaHa Obul mpueM mo 150 mr 2 pasa/cyT, Jullb
y | maumeHTKU mpuMeHsiiach cxema 110 mr 2 pasa/cyr,
Mo 5 OOJIbHBIM HET JaHHBIX O J03€ M peXuMe Tepalivu.
Kposoteuenuii, Tpom6030B u perrnansoB TI'B Bo Bpems
npuemMa JadburarpaHa 3aperucTpUpoBaHO He ObLIO.

B Hacrosmee Bpemsi anmkcabaH o¢pUIMAIBHO He
3aperMCTPUPOBAH Ul IIPUMEHEHUS Y IeTeil Ha TePPUTO-
pun Poccuiickoit ®Denepaiiyiy, OIHAKO YXKe IPOBEIEHO
HECKOJIbKO MCCIIeA0BaHMIi Cpein MMALIMEHTOB B BO3pacTe 10
18 yieT, mpoaeMOHCTPUPOBABLINX 0€30TTaCHOCTh MPUMEHE-
HMS anMKcabaHa y IeAraTpUYecKuX MainreHToB. Hampu-
Mep, A. Pinchinat et al. [13] B cBoeit paboTe ONMUCHIBAIOT
MpUMEHEHMEe alMKcabaHa B KauyeCTBE BTOPUYHOM aHTHU-
TPOMOOTHYECKOI MPO(UIAKTUKM Y JeTeil ¢ BecoM OoJiee
30 K1, cpeaHMii BO3pacT KOTOPBIX 16 JIeT, Iocie nepeHeceH-
Horo TI'B. ITantuentoB Habmomanu B TeueHue 30 qHeii. He
ObLIO 3aperMCTPUPOBAHO HU OJHOTO CiIydasi KPOBOTEYE-
HUS WK YBEJIMUEHUs pa3MepoB TpoMba Ui peTpoM0Oo3a.
Taxke He OBIJIO OTMEUYEHO CYILIECTBEHHBIX M3MEHEHUIA
KOHIEHTpAlMU KpeaTMHWHA WM HapylIeHW (DyHKIIMU
MeYeHU Ha IMPOTSDKEHMM BCETro Kypca IpreMa alukcabaHa.

Xorenoch ObI 0OpaTUTH BHUMAaHKWE Ha MCCleIOBaHUE
PREVAPIX-ALL [14]: 6e3onacHOCTb U 3¢ (HEKTUBHOCTH
anukcabaHa Uil TIEPBUYHON TpOMOOIPOPUIaKTUKNA
B CpaBHEHUM C KOHTPOJBHOM TpyImoi (cTaHaapTHas
Tepanusi) mpu BrepBbie BbisiBIeHHOM OJIJI/mumdome
y neteil. BTD npousoumia y 12,1 % (n = 31) GOJIbHBIX,
MOJIy4aBIIMX anukcabdaH, n'y 17,6 % (n = 45) nauueHTOB
IPYIIIIbI CTAHIAPTHOM Tepamnuu (OTHOCUTENIbHbBIN PUCK —
0,69 (0,45—1,05)). YncneHHo OoJiee BRICOKAst YacTOTa KITH-
HUYECKN 3HAYMMBIX HEOOJNBIIMX KPOBOTEYEHMIT HAOIIO-
najach B Tpynme anukcabana (11 ciayyaeB mpoTtuB 3).
B nepBuyHOM aHajiu3e He ObLIO ITOKAa3aHO, YTO aruKca-
06aH 3¢ (GeKTUBEH B KaueCTBE MEPBUYHOMN MTPOPUIaKTUKNA
BTD Bo BpeMst MUHAYKIIMY PEMUCCUM.

B Hacrosmiem wucciaenoBaHMM ObLIO 4 mallMeHTa
(2—B 1-iirpynme u 2 — Bo 2-M IpyIIIie), TOJyYaBIINX alTUK-

1’2023

TOMNVOL. 10

caban. Pexxum mpuema: 1-g rpynmna, namuent C., 3 roaa,
no 1 mr 2 pasza/cyt; mamueHTka I., 17 jet, mo 5 Mr/cyr;
2-s rpynma: nauyenr L., 14 net, o 2,5 mr 2 pa3sa/cyT; aiu-
eHntka K., 17 set, mo 5 Mr 2 pa3a/cyT). Du30m0B KpoBOTeUe-
HUI1 1 peLIMIMBOB TpOM0O03a 3aperuCTPUPOBAHO HE ObLIO.

K coxaneHuio, yuuTbiBasg HeOOJbIIOE YMCIIO IALlM-
€HTOB B HAIlleM MCCJIeIOBaHMM, IMOJyYaBIIMX alluKcabaH
WM gaburaTpaH, Mbl He MOXEM CIeJaTh BBIBOIBI 00
3 dEeKTUBHOCTHU Tepanuy JaHHBIMU TTpernapaTaMu.

B HacTosiiee BpeMsi IpOIOJIKAETCS MCCIIeI0BaHUE
0 NPUMEHEHMIO amnukKcabaHa B KayeCTBe BTOPUYHOM
AHTUKOATYJISTHTHOM MPO(PUIIAKTUKHU Y AeTel mocie mepe-
HecenHoro TI'B B cpaBHeHUM CcO CTaHIAPTHOI aHTUKOA-
TYJSTHTHOM Teparueii [15].

Takxe xorenoch Obl MOAPOOHEE OCTAHOBUTHCS Ha
MalyeHTax ¢ peuuauBaMu TpoMOO30B, 3 U3 HUX — IOMI-
POCTKM € MAMOMNATUYECKUM TpomOo3oM. [lo maHHBIM
JIUTEPATYpPBl, YaCTOTA PELUMINBOB B JAHHOW TPYIIIIE OCO-
OCHHO BBICOKA, a, IO JaHHBIM ucciaegoBanust U. Nowak-
Gottl et al. [16], mpuGmkaercs k 21 %.

CymMupYys BhIIIECKa3aHHOE, OoJiee BHICOKAs YacToTa
perunuBoB (6 % 1o cpaBHeHMIO ¢ 1—3 % B Mccaeq0BaHIT
EINSTEIN junior), BeposiTHEe BCEro, cBsi3aHa C OCO-
OEHHOCTSIMM BBIOOPKM, PETPOCIEKTUBHBIM XapaKTepOM
MCCJIEIOBAHMS U UTUTEIbHOCThIO HAOIIOACHYSI.

BoiBoan1

B wuccrnenoBaHuM oTMmevanach 0oJjiee BBICOKAs 4acTOTa
TIOBTOPHBIX TPOMOO30B Y MAIIUEHTOB, MOTyYaBIIIMX PUBAPOK-
cabaH, 1o cpaBHeHuIo ¢ pesyiasratamu EINSTEIN Junior,
YTO, HamboJiee BEPOSITHO, CBSA3aHO C 0ojiee UIUTETbHBIM
KaTaMHeCTUUYECKMM TIepUOIOM B HaieMm ciydae. Crenartb
BBIBOJIBI O YACTOTE PELIMAMBOB U KPOBOTEUEHUI Y OOJIBHBIX,
MOTyYaBIIKX alKcabaH 1 1aburaTpaH, He MpenCcTaBIsIoCh
BO3MOXHBIM 13-3a HEOOJIBIIIOrO YKCiIa MAallMeHTOB B UCCIe-
noBaHuM. YacToTa reMopparMuecKux SMM30I0B y HETeid,
TOTyYaBIIMX PUBAPOKCaOaH, COTIOCTaBMMa C paHee IPOBe-
JNEHHBIMU MccaenoBaHusIM. HecMoTpst Ha TiepCIieKTUBHBIC
pe3ysbTaThl  KIMHUYECKUX MCCICAOBAaHUM, MbI CUYMTAEM
HEOOXOAMMBIM TIPOBEICHNE MaJIbHEHILNX UCCIeI0BaHUMA,
HarpaBJIEHHBIX Ha OLIEHKY 3(D(EKTUBHOCTHU 1 O€30MaCHOCTU
JMAHHBIX IIPEeTapaToB y AeTeli ¥ moapocTKoB. Ocobo nHTepec-
HBIMU, Ha Halll B3IJIS, SIBISIIOTCS] TIPOCIIEKTUBHBIE MCCIe-
noBaHust [TOAK B xauecTBe TepBUYHON aHTUTPOMOOTHYE-
CKOI1 TIPO(PUIAKTUKH, a TaKKe BTOPUYHOI MTPOPUIAKTUKI
B IpyIax HauboJjiee BBICOKOTO pUCKa 1 Pe3yJIbTaThl aHAIM3a
X IIPUMEHEHNS B P€AJIbHOM KIIMHAYECKOMN MPaKTUKE.
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Axmyaavnocms. Osenunvuaa kcanmoeparnysema (FOKI) seasemca naubonee pacnpocmpaneHHoOU opmoll HeaaHeepeaHCOKAemOouHbIX
eucmuoyumosos. Koxchvle ghopmovl 3a601e6aHUS CHOHMAHHO Peepeccupyrom 6 meyeHue HecKOAbKUX Aem, 8 MO 8peMs KaK CUCMeMHble
gopmot FOKT mpebyrom nposedenus cheyuguueckoi mepanuu u Mo2ym npedcmasnsmo yepo3y 05 ICU3HU nayueHmos. Beudy omcymemeus
eduHo020 n00xoda k neueruro myavmucucmemuvix popm FOKI éonpoc sgpghekmusnoii makmuku mepanuu ocmaemcs HepeuieHnsiM. Haubonee
yacmo ucnoav3yrom cxemvl noauxumuomepanuu (I1XT) 0as reuenus eucmuoyumo3sa u3 kaemok Jlaneepeanca (I'KJI). B céa3u ¢ pazeumuem
npedcmasnenus o Monrekyaapro-eeHemuteckoil xapakmepucmuke FOKI, a umenno eéedyuem 3nauenuu mymayuii MEK-ERK cuenanvnoeo
nymu 6 namoeenese FOKT, éce uawe s ee neuenus paccmampusaromes mapeemuvle npenapamol, a umeHno BRAF- u M EK-uneubumopu..

Kaunuueckue caywau. Hamu npeocmasnennt 2 cayuas myavmucucmemroii popmot FOKT ¢ nopasxcenuem yeHmpanvHoii HepeHol cucmembl
(L[HC). Y nepsoii nayuenmxu ¢ nopaxcenuem L[HC u xoxcu nposodunace I[1XT, pazpabomantas oasn aeuerus myavmucucmemuozo I'KJI,
¢ docmuoicenuem omeema AD better (active disease better, akmusHoe 3a601esanue ¢ NPUSHAKAMU YAYHUIEHUS). Y 6mOpoll nayueHmxku
C nOpaxsceHuem 20106H020 M032d, Ne2KUX, KOCcmell U HAONOYEeYHUKA 8bINOAHAAAC, KOMOUHUpogaHHas mapeemuas mepanus BRAF- u MEK-
uHeubumopamu (éemypagenud u Kobumemunub), umo no3zeoauro docmuub cmamyca NAD (non active disease, omcymcmeue npusHaxos
akmueHocmu 3a001e6aHUS).

Sakarouenue. Myassmucucmemnasn gopma FOKI ¢ nopaxcenuem [[HC — pedkoe onkonoeuneckoe 3aboneganue, mepanus Komopoeo He
paspabomana. B nacmosuee @pems 6 cesa3uU ¢ pazeumuem npedcmasieHuil 0 namoceHese 3a004e6aHUSI U 6HeOPeHUeM MeXHOA0UU
MONEKYAAPHO-2eHeMUYEeCK020 NPOPUAUPOGAHUS CIANO B03MOJICHbIM noayuams omeem NAD npu ucnoav3oeanuu mapeemuoil mepanuu
FOKT.

KioueBble cJi0Ba: 10BeHWJIbHAs KCaHTOrpaHyJieMa, HeJaHTepraHCOKJIETOYHBIM THCTHOLIMTO3, TapreTHas Ttepamusi, BRAF-
nHruourop, MEK-unruourop, BemypadeHund, KoOMMeTUHUO

Jlns murupoBanns: Hatpycosa M.B., Bypues E.A., bponuna H.B., Ocunosa [I.C., Escees [I.A., Cenusépcropa E.B., bpouuH IO.,
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Approaches to the treatment of a multisystem form of juvenile xanthogranuloma with central nervous system lesion

M.V. Natrusova’, E.A. Burtsev’, N.V. Bronina’, D.S. Osipova’, D.A. Evseev’, E.V. Seliverstova’, G.O. Bronin’
M.A. Maschan??, E.V. Kumirova®
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Relevance. Juvenile xanthogranuloma (JXG) is the most common form of non-Langerhans cell histiocytic disorder. Cutaneous forms of
the disease spontaneously regress within a few years, while systemic forms of JXG require treatment and may pose a threat to the lives of
patients. Due to the lack of unified approach to the treatment of multisystem forms of JXG, the question of effective therapy tactics remains
unresolved. The most common approach is to use Langerhans cell histiocytosis (LCH) treatment regimens for JXG. With the understanding of
the leading role of mutations in the MEK-ERK signaling pathway in the pathogenesis of JXG, targeted therapy, BRAF- and M EK-inhibitors,
are increasingly being considered in the treatment of JXG.

Clinical cases. We present two cases of multisystem JXG with central nervous system (CNS) lesions. The first patient with CNS and skin lesions
was treated with chemotherapy, developed for the treatment of multisystem LCH, which allowed us to obtain an effect “active disease better”
(AD better). The second JXG patient with brain, lungs, bones, and adrenal gland lesions, combined targeted therapy with BRAF- and MEK-
inhibitors, vemurafenib and cobimetinib, resulted in a “non active disease” (NAD) effect.

Conclusion. Multisystem form of JXG with CNS involvement is a rare oncological disease, the therapy of which has not been developed. With
the introduction of molecular genetic profiling technology, it became possible to obtain NAD effect using targeted therapy.

Key words: juvenile xanthogranuloma, non-Langerhans cell histiocytosis, targeted therapy, BRAF-inhibitor, MEK-inhibitor,
vemurafenib, cobimetinib

For citation: Natrusova M.V., Burtsev E.A., Bronina N.V., Osipova D.S., Evseev D.A., Seliverstova E.V., Bronin G.O.,
Maschan M.A., Kumirova E.V. Approaches to the treatment of a multisystem form of juvenile xanthogranuloma with central nervous
system lesion. Russian Journal of Pediatric Hematology and Oncology. 2023;10(1):41—S8.
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IOBenunbHas kcantorpanyiema (FOKIT) sBasercs
HauboJiee pacrpocTpaHeHHO! (hopmMoil HelaHrepraHco-
kierouyHoro ructuonuToda (HJIKI) [1]. B 75% cnydaes
FOKT mposiBiisieTcst Ha IepBOM IOy XKU3HU, Yallle y Majib-
YUKOB, TprueM 15—20 % nmannreHToB UMEIOT BPOXKICHHBIE

m dopwmsi [2, 3].

IOKI' B OOJBIIMHCTBE CJyyaeB XapaKTepu3yeTcs
KOXHBIMM ~ TIPOSIBJICHUSIMU, KOTOPBIE  PErpecCUpyioT
B Bo3pacte 3—6 ser [4]. Koxnyro ¢dopmy FOKI, cornac-
HO COBpeMeHHo# kiaccudukauuu, oTHocaT K HIIKT
C MOPaXeHUEM KOXM U CIU3UCTBIX 000J10ueK [S]. OmHako
B penkux ciaydasx FOKI MoxeT nposiBisTbCsl BOBJICUSHM -
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€M IJ1a3, IEYeHU, KOCTEM, a TaKKe LIEHTPAJIbHOM HEPBHOM
cuctembl (LHHC) [5, 6]. [Topaxkenune HHC npencrasisier
OITaCHOCTb JUISl XKU3HU U TpeOyeT ObICTPOIl TMarHOCTUKU
U Hayasia JIeYeHUs.

[IpeBanupyloliyio pojib B Tepary BHEKOXHBIX TTPO-
SIBJICHUI 3aHUMAET XUPYPTUUYECKOE JICUEHUE C JaJbHEN-
1Ieil xumMuoTepanueii. B HeKOTOphIX ciiydasix Xupypruye-
CKO€ JIeYeHHEe HEBO3MOXKHO, B CBSI3U C YEM BCTAeT BOIIPOC
00 3(p(pekTUBHOI 1 Oe30MacHO TepaIruu AJIs1 TTallueHTOB
C BHEKOXHBIMM TIPOSIBICHUSIMU TIPYA CUCTEMHOI (popme
FOKT. OnpHako oOIIENTpUHATON CXeMBI IJIS ee JISYeHUs He
cymiectByeT. Hanbosee yacTo, mo JaHHBIM JIMTEPATYpPHI,
st nedeHus: FOKIT mMcmonab3yloTcst cXeMbl TTOJMXUMUO-
tepanuu (I[TXT) ructuonurosa u3 kierok Jlanrepranca
('KJD) [7, 8].

ITo coBpemeHHbIM TipeActaBieHusiM, FOKI saBms-
eTCs HEeOIIaCTUYeCKUM 3a00JeBaHUEM, CBSI3aHHBIM
¢ passutueM Mytaumii MEK-ERK-curnaneHoro mytu
[5]. B Hacrosiee BpeMsi aKTMBHO OOCYXIaeTcsl Ipe.-
MMOJIOXKEHUE O PA3IMYHOM IIaTOreHe3e KOXXKHOI (hopMBbI
u myasrucucremHon cdopmsl FOKI [9]. B ormiuume ot
koxxHo# dopmbl FOKI, mpu KoTopoit oTMedaroTcsl enu-
HUYHBIE ciydan MyTauuu BRAF V600, nns cucTeMHO
dopmbl FOKT ¢ nopaxenuem LITHC Gosee yem B 50 %
ciayJyaeB oTMeuaeTcs ee Hanuuue [9]. Kpowme toro, B mute-
patype oOIucaHbl IaHHbIE O Hanuuuu Mmytauuit ARAF
(~ 18 %), NRAS n KRAS (= 18 %), a TakXe eIMHUYHbIC
ciayvyau PIK3CA, PI3KDwu NF1nipu YOKT (puc. 1) [10, 11].
AxtuBanusi MAP-kunazHoro MEK-ERK-curnansHoro
IMyTU TIPUBOIUT K aKTUBU3ALIMU HUKECTOSIIMX (DaKTo-
POB TPAaHCKPUIILIMU, PETYINPYIOINUX T GepeHIINPOBKY,
npoiudepaiunio u armonTos [12].

C yuyeToM UMEIOIIUXCS TaHHBIX O BEAYIIEM 3HaUCHUH
B martoreHe3e 3abojeBaHust myTtauuii MEK-ERK-cur-
HaJIBHOTO IyTHU MOXHO PacCMOTPETh BOIPOC O IpUMe-
HeHUu nisg Tepanuu cucteMHoit dopmbl FOKI mpemna-
patoB BRAF- 1 MEK-unruouroposn. IlepBble qaHHBIE
00 a¢ppexTuBHocT BRAF-unruburopa semypadenuda
MPU TUCTUOLIMTAPHBIX 3a00JIEBAHUSIX OBLIU ITOJyYEHBI
npu ero npuMeHeHuu y nmauueHToB ¢ ['KJI ¢ myraumeit
BRAF V60OFE [12—14].

Kpome Toro nsBecTHo, 4TO y MallMeHTOB ¢ BRAF-He-
TaTUBHBIM CTaTYCOM MOTYT HMETb MECTO MYTalluu
B Apyrux reHax, konupytomux oeiku MEK-ERK-cur-
HajibHOTO IyTH [15]. B CBSI3M ¢ 9TUM HEKOTOpPHIE UCCIIE-
nosarenu pekoMeHaytot mauueHTam ¢ I'KJI ¢ orcyTeTBur-
eMm myTtauuu BRAF V600 repanuio MEK-unruéuropamu
(puc. 2), 4TO TaKKe MOKET ObITh aKTyaJIbHO U B JICYEHUU
FOKT [15].

Kmunanyeckmii cayqaii Ne 1

Y desouxu A. 6e3 omsaeowennoil nacisedcmeeHnHocmu,
paHHee pazeumue no eospacmy, ¢ 3 aem ommeuaromcs
2CaN00bl HA CUHKONAAbHBIE COCIOAHUS, C 7 Aem Jcano0bl Ha
NOAUMOPGHYIO NANYAEZHYIO CHIND JCEAMO20 U8ema HA KoJice
201108bl, BOKPYe 2143, KOMOPAs 8 OAAbHelUUeM pAcnpocmpa-
Huaace Ha eéce meno (puc. 3).

B I'BY3 «Mopososckas JAI'Kb /I3M» enepsvie 0as
obcaedosanuss podumenu 0e8oyKu 00pamuAucy yepes 200
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Puc. 1. Mymayuu, xapakmepnoie orsa FOKI, u ux nomenyuanvroe 83au-
Mmooeticmsue ¢ akmusayueii ERK (adanmuposaro ¢ usmenenusmu u3 [10]).
Ilpumeuanue: RAS — cemeiicmeo kunas RAS (rat sarcoma); RAF — kuna-
36t cemeticmea RAF (rapidly accelerated fibrosarcoma); MEK — kunasel
cemeticmea MEK (MAPK-kinase/ERK-kinase); ERK — kuna3zvl cemeiicmea
ERK (extracellular signal-regulated MAP-kinase); NFI, NF2 — mymayuu
6 eeHax, Kooupyrujue RAS-cneyuguueckuii akmusupyrowuii 6enok;, BRAF
V600OE — mymauus 6 eene BRAF; PICK3CD — mymauus 6 eene PICK3CD
(phosphatidylinositol-4, 5-bisphosphate 3-kinase, catalytic subunit delta)

Fig. 1. Mutations characteristic of JXG and their potential interaction with
ERK activation (adapted with changes from [10]). Note: RAS — RAS (rat
sarcoma) family kinases; RAF — RAF (rapidly accelerated fibrosarcoma)
family kinases; MEK — MEK (MAPK-kinase/ERK-kinase) family kinases;
ERK — ERK (extracellular signal-regulated MAP-kinase) family kinases;
NFI1, NF2 — mutations in genes encoding a RAS-specific activating protein;
BRAF V600E — mutation of the BRAF gene; PICK3CD — mutation of the
PICK3 gene (phosphatidylinositol-4,5-bisphosphate 3-kinase, catalytic
subunit delta)

Om MOMEeHMA NOABAEHUSA NePBbIX INeMEHMO08 KOJICHOU CbinU
6 c653u ¢ pazsumuem dicaxcoovl u noauypuu. Ilo pesysvma-
mam o006credoganus epupuUUUPOBaH UeHmpaibHblil Heca-
xapHolil duabem. Ha maeHumHno-pe3onanchoil momoepaguu
(MPT) 201061020 M032a Oblra Gbia6éaeHA KAPMUHA MHO2O0-
ouae06o2o nopacenus IL[HC (puc. 4). [lamoaoeuu opyeux
0p2aH08 U cucmem OmMcymcmeo8anl.

IIposoduaace dughgpepenyuanrvhas duaeHocmuka c mybe-
PO3HBIM  CKAEPO30M, Helpoghubpomamo3om, nanuiioma-
mo3om. Bvinoanena onepauyus — omkpuimas MUKpoOXupyp-
euyeckas buoncus npagoi A00HOU 004U 20106HO20 MO32d
¢ Heiiponasueayuei. [lpu eucmonoeuveckom ucciedoganuu
8blA6NEHbl CKONACHUSA NEHUCbIX 2UCTNUOYUIOE ¢ npume-
CbI0 2USAHMCKUX MHOR0S0EPHbIX KAEMOK N0 MUNY KAemokK
Tymona, HebobULOE KOAUMECMB0 AUMPOUUMOE U I03UHOPU-
a08. Ilpu ummynoeucmoxumuueckom uccaedoganuu (HMIX)
8 kaemkax obpasoeanusi ommeyanace dkcnpeccus CDGS,
omcymcmaue sxcnpeccuu S100, Langerin, CD la, sxcnpec-
cuss CD117 6 paccesinHblX HeMHOLOHUCACHHBIX MYYHbIX KA -
kax. o pezynsmamam 6uoncuu ycmanoenen duaeros: FOKT,
myavmucucmemnas gopma ¢ nopaxcenuem koxcu u I[HC.
Ilo pezyasmamam nposedennoeo MoneKyAsPHO-2eHemuHue-
CK020 uccaedoganus 3moeo buonmama (ceKkgeHuposanue no
Coneepy) mymayuu BRAF V600 ne obnapyiceno.

C yuemom umeroujuxcs AUmMepamypHoiX 0aHHbIX 8 Kayve-
cmee mepanuu myasmucumemuoii popmotr FOKI 0aa nayu-
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enmku Ovira eviopana I1XT no cxeme unuyuarshoeo kypca 1 m
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Puc. 2. MEK-ERK-kunasuwlii cueHaivHulii nyme U €20 UHSUOUMODbL
(adanmpuposaro ¢ uzmenerusmu uz [15]). Ipumewanue: ALK (anaplastic
lymphoma kinase) — kunaza ananasacmuyeckoii aumgpomot; CSFIR (colony
stimulating factor 1 receptor) — peyenmop KoaoHuecmumyaupyroujeeo Qax-
mopa 1; NTRK1 (neurotrophic tyrosine kinase receptor) — HelipompoyHas
peyenmopras muposuniunasza 1; RET (REarranged during Transfection) —
npomoonkoeen RET; CBL (Casitas B-lineage Lymphoma) — een, kooupy-
rowuti 6erox CBL; PTPNI11 (tyrosine-protein phosphatase non-receptor
type 11) — een npomeunmuposungocgamasvl Hepeuenmoproeo muna 11;
KRAS, NRAS, HRAS — kunazvt cemeiicmeéa RAS (rat sarcoma); BRAF,
ARAF — kunaswt cemeticmea RAF (rapidly accelerated fibrosarcoma); MEK,
MEK2 — kunaset cemeticmea MEK (MAPK-kinase/ERK-kinase); PIK3CA,
PIK2CD (phosphatidylinositol-4, 5-bisphosphate 3-kinase, catalytic subunit
subunit alpha and delta) — ocgpamuodununozumon-4, 5-6ucghocgpam-3-ku-
Haza, kamaaumu4eckas cydsedunuuya arvgha u deavma, mTOR (mammalian
target of rapamycin) — npomeunkunaza mTOR

Fig. 2. MEK-ERK kinase signaling pathway and its inhibitors (adapted with
changes from [15]). Note: ALK — anaplastic lymphoma kinase; CSFIR —
colony stimulating factor 1 receptor; NTRK1 — neurotrophic tyrosine kinase
receptor; RET (REarranged during Transfection) — RET proto-oncogene;
CBL (Casitas B-lineage Lymphoma) — gene encoding the CBL protein;
PTPNI11 — tyrosine-protein phosphatase non-receptor type 11; KRAS,
NRAS, HRAS — kinases of the RAS family (rat sarcoma); BRAF, ARAF — RAF
Sfamily kinases (rapidly accelerated fibrosarcoma); MEK1, MEK2 — kinases
of the MEK family (MAPK-kinase/ERK-kinase); PIK3CA, PIK2CD —
phosphatidylinositol-4,5-bisphosphate 3-kinase, catalytic subunit subunit
alpha and delta; mTOR (mammalian target of rapamycin) — mTOR protein
kinase

(eunbnacmun 6 me/m?> enympugenno cmpyiino 1 pas/ned +
npednuszonon 40 me/m>/cym enympo edxceOHeéHo ¢ nocme-
NEeHHbIM CHUMCeHUeM 003bl ¢ 4-ii Hedeau, éceeo 6 Hed) [7,
8]. Kypc I[IXT nayuenmka nepenecaa y0081emeopumesnbHo.
Ommeuanacs peaylcuwl cmapslx U omceymcemeue NnosA6AeHuUA
HOBbIX NANYA0H00YAApHbIX 00pazoeanutl. [lo danneim MPT
20/106H020 M032a nocae 1-2o UHUUUANbHOCO KYpca ommeua-
Aachb NOA0NHCUMENbHAS OUHAMUKA 8 8Ude YMeHbUleHUA pasme-
P08 MHONCECMEBEHHbIX 04a206 8 benom eeuecmee 001611020
Mo3ea, Kope u nodkookopkogvix sdpax Ha 1—4 mm — 0o
1—2 mm. Cmamyc axmuenocmu 3a004€8aHUs OUEHUBANCS
6 coomeemcmeuu c kpumepusmu Histiocyte Society kak
COXpPAHEeHUe aKkmusHocmu 3ab01e6aHUs C NPpUSHAKAMU YAy4-
wenus (active disease better, AD better) [18].

1’2023
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Puc. 3. JOKT: nopascenue koxcu cnunsl (a), scueoma (6) u auya (8). Pomo
UCNOAB308AHYL C Pa3peuleHUsl 3aKOHHbIX npedcmagumeneil NAyUeHma

Fig. 3. JXG: skin lesions on the back (a), abdomen (6) and face (8). All photos
are used with the permission of the legal representatives of patient

a 7 6

Puc. 4. MPT eo0n06H020 u cnunnoeo mosea do Hauara newenus. Ha axcu-
anvHblx npoekuyusx 6 pexcume T2-e36ewennvix usobpaxcenuti (BH) (a, 6)
HabaOarmes MHoJcecmeeHHble ouazu cunepunmencusnozo MP-cuenana
6 gewjecmeae OONLUIUX NOAYUAPULL 20108HO20 MO32d U MO3JceuKe. B caeum-
manvHoli npoexkyuu 6 pexcume TI1-BH (8) ¢ KoHmpacmuwim ycuneHuem —
ouaeogvle usmenenus MP-cuenana na yposne Cl, C4—C5, xapakmephvie
ons FOKT

Fig. 4. MRI of the brain and spinal cord before treatment. On axial projections
in T2 weighted imaging (WI) mode (a, 6), multiple foci of hyperintense
MR signal are observed in the substance of the cerebral hemispheres and
cerebellum. In the sagittal projection in the TIWI mode (8) with contrast
enhancement — focal changes in the MR signal at the level of C1, C4—CS,
characteristic of JXG

Huuyuanvhoii kype 2 (eunonacmun 6 me/m? enympusen-
Ho cmpyiino 1 paz/ned + npednusonon 40 me/m>/cym eHympo
6 meuenue 3 OHell nocie Kaxcoo2o é6edenus UHONACMUNA,
6ceeo 6 Hed) nauueHmka nepexecaa y0081emeopumenbto.
Ommeuanacy OanvHelwias NOAOHCUMENbHAS OUHAMUKA
(cmamyc akmuenocmu AD better) [18]. IIpouszouino Huseau-
POBAHUE KOJICHbIX 04A208, OMMeYeHa cmadulu3ayus pame-
P0G 04a208 8 20106HOM MO32e€.

Iloddepxucusarowas mepanus npoeoouUAacs No cxeme:
sunonacmun 6 me/m?> enympueenno cmpyiino 1 paz ¢ 3 ned ~+
npednuszonon 40 me/m>/cym enympo 6 meuenue 5 oneil nocie
Kaxcdoeo 66edeHuss euHOAACMUHA U O-MepKanmonypuH
50 me/m*/cym enympo, 3axonuena uepe3 26 mec om Hauaia
uHUYuarbHoeo kypca 1. 3a ece epems nHabawdeHus Mokcut-
nocmu [IXT ne ommeuanoco.

K momenmy oxonuanus noddepicusaroweii mepanuu
Obl1a 3aghukcuposana cmadbuAU3aAyUs pasmepos o4azo8 Ha
MPT 201061020 M032ea, cmamyc aKmueHOCmU Onpeoensincs
KaKk akmueHoe 3abonesanue ¢ NPU3HAKamu cmabuiuzayuu
(active disease stable, AD stable) [ 18]. Ha konmpoavnoiit MPT
2011061020 M0o32a uepe3 32 mec om Hauana npogedenus ITXT
(puc. 5) bvira ommeuera noA0JICUMENbHA OUHAMUKA 8 8U0e
CHUJICEHUST UHMEHCUBHOCMU HAKONAEHUSI paHee ONUCAHHbIX
NamonoeUeCKUX 04az08: 8 NPagoli 100HOL 004e MAKCUMANb-
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Hble pasmepul 8 aKkcuaivbHoi naockocmu 5,5 X 4 mm (panee
7 X 5MM); 6 cmpyKkmype X80Cmamozo s10pa cAeéa NPU3HaKu
namoaoeUuHecK0e0 HAKonAeHus: KOHMPACMHO20 6euecmed
(KB) ybedumenvHo He onpedeastomcs,; obpasosanue Ha OHe
nepeodue2o poea npasoeo 60K08020 Hceayo0ouKa He HaKanau-
saem KB 6 omauuue om npedvioyuieeo uccaedosanus, omme-
YeHO NOAHOE UCUEe3HOBEHUE 04A2068 8 CHUHHOM Mo3ee.

a 0 8

Puc. 5. MPT 201061020 mo3ea uepe3 32 mec om nauana nevenus. B axcu-
anvroll npoexyuu, 6 pexcume T2-BHU (a, 6) ommeuaemces ymenvuienue Koau-
Yecmea 04ae0s 6 geujecmee 20108H020 Mo3ea. B cazummansroii npoexyuu,
6 peacume T1-BU ¢ konmpacmuvim ycunenuem — peepecc panee Gbisi8AeH-
HbIX 04A208 8 CHUHHOM Mo3ee (8)

Fig. 5. MRI of the brain 32 months after the start of treatment. In the axial
projection, in the T2WI mode (a, 6), a decrease in the number of foci in
the brain substance is noted. In the sagittal projection, in TIWI mode with
contrast enhancement — regression of previously identified lesions in the
spinal cord (8)

Kimmamgeckwmii coryqaii Ne 2

Heeouxa b., om nepeoil b6epemeHHOCMU, NEPEbIX CAMO-
npouU3eoAbHbIX P0006 Ha cpoke 41 Hedeas 6 20108HOM npede-
JCaHuU, 0K0A0NA00HbIe 800bl 3eaeHble, 7/8 041108 no wKane
Aneap, eec 2980 e, pocm 50 cm. U3 anamnesa uzeecmuo, 4mo
bepemenHOCMb npomekana Ha ¢oHe mabakokypenus. Ha
cpoke 27—28 nedenw ebisisneHo unguuyuposanue Mycoplasma
hominis, Mycoplasma genitalium, Ureaplasma parvum,
Trichomonas vaginalis. Ha cpoke 35 Hedeab ommeuanuce
omeku bepemennvix. Ilpu poxcdenuu y 0eouku no 0aHHbIM
MPT 20n06H020 M032a 0bLI0 OUACHOCMUPOBAHO 00BEMHOE
obpazoearue 20106H020 Mo32a pasmepamu 53 X 42 X 40 um
¢ npusHakamu pacnada e obaacmu nupamudsl Npasoll
BUCOUHOLU KOCMU C PACNPOCMPAHEHUEM 8 3A0HION HepenHyo
AMKY, ROOBUCOUHYIO AMKY, MAeKUe MKAHU Wel, GblpadiceH-
Hasl KOMApeccus: npaesoil eemucghepsl Mo3diceuka, OUcAOKa-
yus cmeona éneso (puc. 6). B Hesposoeuveckom cmamyce
ommexancs npasocmoporHuil nposonapes IV—V cmenenu no
House— Brackmann, neeocmoponHss nupamudHas Hedocma-
MOYHOCMb.

a 0 6

Puc. 6. MPT 201061020 mo3ea na 21-ii Oend ycusznu. Mrozoysnoseoe obpazo-
8anue 6 obnacmu nUpamudbl nPasoil BUCOUHOU Kocmu pasmepamu 53 X 42 x
40mm: a — T2 FLAIR; 6 — T1-BU; 6 — T2-BU

Fig. 6. MRI of brain on the 21* day of life. Multinode tumorous lesion in
the pyramid of temporal bone right, sized 53 < 42 x 40 mm: a — T2 FLAIR;
o—TIWI; 6 — T2WI

1’2023
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Ilpu doobcnedosanuu y 0eeouku no OAHHLIM KOMHIbIO-
mepnoit momoepagpuu (KT) opeanos epyonoil Kiemku
OMMEYANUCH YUACMKU UNOBCHMUNAYUU Ce2MEHMO8 ePXHUX
doaeil, yuacmiu nepubpoHXUaIbHol KOHCOAUOAUUY Ha YPo8-
He ceaMeHmMOo8 HuicHux doaell (puc. 7).

a 0

Puc. 7. KT opearog epyoroii knemku Ha nepeom Mecsuye HCUHU: a — 2uno-
GEHMUAAYUS 8epXHUX DoAell, 0oabule cAe6a; 6 — YHacmKU NePUOPOHXUANL-
HOU KOHCOAUOQUUU HA YPOBHE CE2MEHMO8 HUNICHUX doAell

Fig. 7. Chest CT in the age of 1 month: a — hypoventilation of upper lobes,
more on the left; 6 — sites of peribronchial consolidation in the lower lobes

Ilo dannvim KT kocmeii ma3a Obiau 6bvls61eHbl MHO-
JcecmeenHble ovaeu decmpykuyuu pasmepamu om 1,5 do
12 X 5 Mm ¢ uemKkumMu Hepo8HbIMU KOHMYPAMU, A MAKJIce
NPOKCUMANBHBIX 01M0e108 DedpeHHbIX KOCmell pasmepamu om
1,500 12 % 5 mm (puc. 8).

a 0

Puc. 8. KT kocmeii maza na nepeom mecsiye HcusHu: a — o4ae decmpyKuyuu
pasmepamu 4 X 6 MM Ha yposHe 3aduell 6epxHell ocmu 1e60ll N008300UWHOL
Kocmu; 6 — MHOJICeCmeeH ble ouaeu U oKyl 0eCMPYKUUU NPOKCUMANBHBIX
omadenog bedpennvix kocmei pazmepamu om 1,500 12 5 mum

Fig. 8. CT pelvis in the age of 1 month: a — Iytic lesion sized 4 X 6 mm on the
level of the left spina iliaca posterior superior; 6 — multiple Iytic lesions in the
proximal parts of femurs sized from 1.5to0 12 % 5 mm

Ilo dannoim UT'X yuacmka onyxoau uz HapyicHo2o cay-
X08020 NPox00a KAemKu Onyxoae8020 UHPUALMPAMA UMeU
UCMUOYUMADHbLL UMMYHO(DEHOMUN, Bb8AEHA IKCNPeCcCUs
CD68, CD4, CD14, Lysozyme, CD 163, Vimentin, LMO2,
INI1. Omcymcmeosana sxcnpeccus CD30, ALK, CD31,
CD117, TRK, Desmin, SMA, Calponin, CD33, MPO, CD
23,CD 21, TdT, CD 33, ERG, CD7. Ha ocrhosanuu dannvix
nposedeHHbIX 00caedosanUll degouke nocmasneH OUACHO3:
TOKT, myavmucucmemuas ghopma c nopasicenuem 20406H020
Mo3ea, neeKux, Kocmelil (yepena, kocmeli masa, 6e0peHHbiX
Kocmell u npasoli nae4esoll Kocmu), HAONOYeHHUKA.

Yuumeieas eueanmckue pasmepvl onyxoau, cmeuye-
HUe CpeOuHHbIX CIMPYKMYp 20408H020 M032d MO OAHHBIM
MPT, Heéponoeuueckyo CcumMnmomMamuxy, HPOSHO3 OAs
JCUBHU  PACUEHUBANCS KAK KpailHe HebAa2onpusmHbiil.
B uyensx «mepanuu cnacenus» 6vin npoeeden kypc IIXT
CdA/ARA-C (2-xa0pde3okcuaderosun (Knadpubun)
0,2 me/Kke/cym enympusenHo 6 Onu 1—5 + yumo3sun-apabu-
Ho3ud (yumapabun) 100 me/m?>/cym enympugenio), pacuem

OpuruHanbHble uccneposanus // Original studies
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0036l Kaadpubura npooouacs ¢ yHemom eca NAyUeHMKU
menee 10 ke. IIXT desouka nepenecaa y0oenemeopumensHo,
mokcuyHocmu He ommetero. Ilo pezyrbmamam KOHmMpons-
Ho20 o00caedosanus nocae npogedenHozo Kypca IIXT no
danubim MPT ommeuena npoepeccusi 3a60aeeanus, cmamyc
«aKkmueHnoe 3a001e6anue ¢ npUHaKamu yxyouenus» (active
disease (AD) worse, AD worse) 6 sude yseauueHus 06semMH020
obpazosanus Ha 30 % (puc. 9) [18]. B ces3u ¢ umerowumu-
csl AUMepamypHbuiMu OAHHBIMU O CReKmpe CMPedarouuxcs
mymavuit MEK-ERK-cuenanrvnoeo nymu npu FOKI 6bi10
NPUHAMO pellerue 0 Hayane IMIUPUHecKoll cneyuguueckoi
mapeemHnoli mepanuu npenapamom eemypagenub 6 0o3e
20me/xe/cym enymps [10, 11]. Iloayueno coenacue 3aKkoHHO-
20 npedcmasumens Ha npumeHeHue npenapama “off-label”,
peuienue 0 HA3Ha4eHuu npenapama 0000peHO 8paueOHOl
Komuccueil.

a 0 I

Puc. 9. MPT eonosnoeo mosea nocae kypca I[IXT CdA/ARA-C. Coxpans-
emcs MaccugHoe MHO20y31080e 00pazoeanue 8 00aacmu nUpamudsl npagoil
sucounoll kocmu pasmepamu 58 X 44 x 47 um: a — T2 FLAIR; 6 — T1-BU;
6 — T2-BH

Fig. 9. MRI of brain after CdA/Ara-C course. The multinode lesion in the
pyramid of right temporal bone persists sized 58 x 44 x 47 mm: a — T2
FLAIR; 6 — TIWI; 6 — T2WI

Yepes 14 Oneii om Havanra mepanuu 88udy omcymcmaeus
noA0JCUMEeNbHOU OUHAMUKU NO 04d2y 8 20A08HOM MO32€e
no dannoim MPT (puc. 10) npunsmo peuwieHue o nepexooe
K KOMOUHUpOBaHHOU mepanuu eemypagenud + kKobume-
muHub (eemypagenud 20 me/ke/cym eHympsv OAUMENbHO,
Kobumemunu6 1 me/xe/cym eHymps no cxeme: 3 ned npuem,
1 Hed — nay3sa) dns 6aokuposanus MEK-ERK-cuenanvrozo
nymu Ha 6onee bicokom yposre. lloayueno coenacue 3aKoH-
H020 npedcmagumens Ha npumeHeHue npenapama Koou-
MemuHub 6 KombOuHayuu c eemypagpenudom “off-label”,
peuieHue 0 HA3HaveHuu npenapamos o006perHo epauedbHoil
Komuccuell.

a 7 8

Puc. 10. MPT 201061020 Mmo32a uepe3 14 Oueii om navana mepanuu eemypa-
perudom. Coxpansemes: MaccugHoe MHO20Y31080e 00pazoeanue 8 obaacmu
nupamudst npasoli sucouHoil kocmu pasmepamu 58 x 44 x 47 um: a — T2
FLAIR; 6 — TI1-BU; 6 — T2-BH

Fig. 10. MRI of brain 14 days after start of vemurafenib treatment. The
massive multilobe lesion in the pyramid of right temporal bone persists sized
58 % 44 x 47mm:a — T2 FLAIR; 6 — TIWI; ¢ — T2WI
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Yepes 2 mec nocae Hauanra KOMOUHUPOBAHHOU mepanuu
Y pebeHKa no pe3yavbmamam KOHMPOAbHO2O 00CAe008aHUS
Habarodasacs NoA0NCUMENbHAS OUHAMUKA 6 @ude NOAHO2O0
omeema o4aea 6 20106HOM MO32e, YMEHbULeHUs KOMnpec-
CUOHHO-0UCNOKAYUOHHO20 cuHdpoma (puc. 11). locmuenym
cmamyc akmuenocmu NAD (non active disease, omcym-
cmeue npu3HaKos akmusHocmu 3abonesanus) [18]. Ha smom
amane GblA NOAYHEH Pe3VAbMAm 8biCOKONPOU3EO0UMENbHO2O
ceKeenuposanus buonmama. Y deouku 6o 2-m sk3ome eeHa
HRAS obnapyscena 3amena nykaeomuda c.37G>A, npueo-
dsawas K 3amere amunokucasomot p.(Gly 13Ser).

a 0 I

Puc. 11. MPT 201061020 mo32a uepe3 2 mec nocae Ha4ana KOMOUHUPOBAH-
Hoil mepanuu eemypagenud + xobumemunud. Mroeoysnoeoe obpazosarue
6 o0nacmu nupamudsl NPAsoLl BUCOYHOU Kocmu He onpedeasemcs: a — T2
FLAIR; 6 — T1-BU; ¢ — T2-BU

Fig. 11. MRI of brain 2 months after start of vemurafenib + cobimetinib
combination treatment. The massive multilobe lesion in the pyramid of right
temporal bone disappeared: a — T2 FLAIR; 6 — TIWI; ¢ — T2WT

Yepez 8§ mec om Hauanra KOoMOUHUPOBAHHOU mepanuu
semypagenud + Kooumemurubd 68udy COXpameHus NOAHO2O
omeema Ha NposoOUMYI0 MePAnUK U BbICOKYH) HACMOmMY
peuuousos nocie OMMeHbl MOACKYASAPHO-HANDABACHHOU
mepanuu y navuenmog ¢ T'KJI [19] desouke 6 ueasix koH-
coaudayuu nposeden noemopHolii kypc IIXT CdA/ARA-C,
KOmOpblil NayueHmKa nepeHecia y0064emeopumensHo.

Ilocae oxonuanus xkypca IIXT 6bira npodoadcena Kom-
buHUposaHHas mapeemnas mepanus (eemypagenud + Koou-
MemuHub) daumenvHocmoto 1 200 ¢ nocaedyrouieli ommeHoil.
Toxcuurocmu npo8oodUMO20 AeUeHUs Ha 6ceX FIMANAxX omme-
4eHo He 0bL10.

B Hacmoswuii momenm, uepes 14 mec om nauara Kom-
OUHUPOBAHHOU mepanuul, N0 OGHHbIM KOHMPOAbHO20 00CAe-
dosanus — ouae @ 20106HOM mo3see Ha MPT we eusyasusu-
pyemcs, omcymcmeyem cneyupuueckoe nopajceHue 1eeKux
Ha KT (puc. 12). Y deouxu coxpausiemcs npagocmopoHHuil
npozonapes I—II cmenenu no House—Brackmann. Obwas
npo00ANCUMENbHOCY — KOMOUHUPOBAHHOU — MapeemHuoil
mepanuu cocmaguna 1 200, 6 HACMOAWUTI MOMEHM AeHeHUe
3a6epuIeHo, COXPAHACMCS NOAHbLI OMEem om AeHeHUs., NPo-
600umcsi OuHamu4eckoe Hadao0eHue.

Oo0cyxneHne

B 1o Bpems kak koxHas ¢opma FOKI He TpeOyer
JIeYEHMST BBUY CIIOHTaHHOI perpeccuyd HOBOOOpa3oBa-
HUil B TeUeHUE HECKOJbKMX JIeT [4], Tepanust MyJbTUCH-
cremHoil (opMbl FOKI' ¢ BHEKOXHBIMM TTOpaKEHUSIMU
MIPEACTABISAET OONBUIYIO TPYIHOCTb. BBIOOp TakKTHKM
JleueHUs1 mpu myabTucuctemMHoit ¢gopme FOKI momken
UCXOIUTh M3 OLEHKHU PACIPOCTPAaHEHHOCTU I1aTOJIOTH-
YeCKOro Ipoliecca U aHaIu3a XUPYpPruueckux (hakTopoB
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Puc. 12. MPT conoenoco mozea u KT opeanos epydnoil kaemku nocae
OKOHYAHUS KOMOUHUPOBAHHOU MapeemHol mepanuu eemypagenud + koou-
memunu6: a — T2 FLAIR; 6 — TI-BH; 6 — T2-BH; ¢, 0 — paspeuwiernue
040208 KOHCOAUOAUUU, 2UNOBEHMUAAYUU 8 CPABHEHUU C UHUUUANbHBIM
obcaedosanuem

Fig. 12. MRI of brain and chest CT after discontinuation of vemurafenib +
cobimetinib combination treatment: a — T2 FLAIR;, 6 — TIWI;
6 — T2W1I; ¢, 0 — disappearance of consolidation and hypoventilation lesions
in comparison to the initial CT

pucka. MoXXHO MpPOBECTU Pe3eKIMI0 HOBOOOpa30BaHMSI
B ClIydae BO3MOXKHOCTH ¢¢ BBIToaHeHUs [20], a Takxke
ucnonb3oBath cxembl [IXT T'KJT [7, 8]. B nurepatype
OIMCaHbI EIMHUYHBIE CITyYau UCIIOJIb30BAHUSI TAPTETHOMN
tepanuu FOKT, B ocHoBHoM BRAF-uHruoutopamu [9].
B onucaHHbBIX HaMU ciydasix MpeacTaBieHbl 2 MOAX0-
J1a K Tepanuu MyastucucteMHoii popmbl FOKI ¢ mopaxke-
Huem LITHC, B KaxkaoM M3 KOTOPBIX BBIMTOJTHEHUE XUPYP-
TUYECKOTO JICUCHUST ObUIO HEBO3MOXHO. Y TIAIIMEHTKH A.
¢ wmynsrucucteMHoit ¢opmoit FOKIT ¢ mopaxenuem
IHHC nmpumMeHeHUe cXeMbl BUHOJACTUH + MPETHU30JI0H
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nokasano 3(PMEeKTUBHOCTb B OTHOLICHUM KOXHBIX OYa-
TOB B BUIEC WX ITOJTHOTO HUBEJIMPOBAHMS, OTHAKO OBIIT
JOCTUTHYT TOJIbKO YaCTUYHBIN OTBET OYaroB B TOJIOBHOM
MO3I€ B BUJIC YMEHBIIIEHUST UX pa3MepPOB U MHTCHCHUBHO-
ctu HakoIwieHusT KB, a Takske OTHBIN OTBET Ha TePaIInio
0YaroB B CIIMHHOM Mo3re. TOKCMYHOCTH TTPOBOIMMOTO
JIUEHUSI He OTMeYasIoCh. ¥ malueHTKy b. ¢ BpoxxaeHHO
myabTucucTeMHoi dopmoii FOKIT ¢ ruranrckum mopa-
xeHueMm LHHC c mucnokanueil UEHTPaIbHBIX CTPYKTYP
roJIoBHOTro Mo3ra npumMeHeHue cxeMbl 2CdA/Ara-C oka-
3aJ10Ch Hea(P(PEKTUBHBIM B KauecTBe 1-ii IMHUU TepaIuu.
OTMeUeHO TIPOTPECCUPOBAHNE OYara B TOJIOBHOM MO3Te
(+30 %). Wcnonb3oBaHKMe B KayecTBe 2-il JTUHWUU Tap-
TeTHO KOMOMHUMpPOBaHHOI Tepanuu (BeMypadeHuo -+
KOOMMETHHMO) TTO3BOIMIO JOCTUTHYTH ITOJTHOTO OTBETA,
YMEHBIIEHUS] KOMITPECCUOHHO-IMCIOKAIIMOHHOTO CUH-
apoMa. ToOKCMYHOCTH JieueHus Ha 1-i1 u 2-i TMHUU Tepa-
MUY HE OTMEYaIOCh.

3akiroyenue

Mynbsrucucremuas ¢popma FOKI' ¢ MmaccuBHBIM mopa-
xenneM LIHC — penkoe oHKoJlormyeckoe 3aboyieBaHue,
Tepanusi KOTOpOro He paspaboraHa. TpaaulMOHHBIE
MOIXOABI PAAVKAIbHOTO XUPYPTUUECKOTO JICUCHHUS B PSIIe
CIyJ9aeB HeBO3MOXKHEIL. [IpMeHeHe TapreTHOH Teparnuu
nHruoutopamu MEK-ERK-curHajibHOro myTu no3BoJjiu-
JIO 1OCTUYBb noiHOro otBeTa (cratyc NAD) B onmucanHOM
Hamu ciydae [18]. Ucnonb3osanue [1XT, pazpaboTtaHHOI
st nedeHust mysastucuctemHoro I'KJI, takske addekTus-
HO, HO y Halleil MalMeHTKHU MPUBEJIO JUIb K oTBeTy AD
better [18]. TTepeHOoCMMOCTh Tepanmuu B 00OMX CiIydasx
ObLIa YIOBJIETBOPUTEIBHOI.

OpuruHanbHble uccneposanus // Original studies
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OueHnka uHthopmaTUBHOCTH YNIbTPA3BYKOBOr0 UCCEA0BAHUSA
B IMarHOCTUKE PeTMHO6NacToMbl

1O.B. Apremenko', T.P. ITandgeposa!, T.JI. Vinakosa' 2, E.B. Muxaiiiosa'

'OIBY «HMHUI] onxonocuu um. H.H. Broxuna» Munzopasa Poccuu; Poccus, 115522, Mockea, Kawupckoe wocce, 23;
2QI'BOY JTIO «Poccuiickas MeQUyUHCKAs aKademust HenpepbleHo20 NPodeccuoranbhoeo oopazosanus» Munsdpasa Poccuu;
Poccus, 125993, Mockea, ya. bappukaonas, 2/1, cmp. 1

KonTakTHble nannbie: FOaus Bradumuposna Apmemenko jul.artko@gmail.com

Ileavto pabomot s615emcs oyenka UHGOPMAMUBHOCMU YAbMPA3BYK08020 Memoda 6 viasneHuu pemunodsacmomsl (PB) u onpedesenuu ee
MECmHOU pacnpOCMPAHEHHOCIU C NPUMEHEHUEM COBPEMEHHbIX YAbMPA38YKOBbIX CKAHEPO8 WUPOK02O HAZHAYEHUS.

Mamepuaavt u memooot. B ucciedosanue Oviau exaouenst 108 nayuenmos (216 enas), obcaedosannvix ¢ nodospenuem Ha PB.
Y 91 6oavHoe0 6bin yemarnosaen ouaenos PB, uz Hux y 60 demeii 6vina via6aeHa MOHOAAMEPANbHAS ONYX0ab, ¥ 31 — Ousamepanvhas
(122 enaza). Y ocmanvhvix 17 demeii (nopascenue 20 enaz) onpedenera opyeas namoaoeus opeanos spenus. Mz 122 nopajicennvix npu
Pb 2na3 51 6bin yoanen ¢ nocaedyouwum ucmono2uueckum uccaedosanuem, 27 enaz oviau yodieHvl UHUUUAAbHO, 24 — nocie npogeoeHus
noAUXUMUOMEPANUU.

Pesyavmamot. Hugpopmamuerocms yaompaszeykoeo2o ucciedosanus (Y3H) 6 viseaenuu PB cocmasuna: uwyecmeumenvrnocmo — 98,4 %,
cneyuguurocms — 96,8 %, mounocms — 97,7 %. UyecmeumenbHocms, Cheyu@uU4HOCMb U MOYHOCMb 6 OUEHKe UHBA3UU ONYX0NU 6 NepeOHUe
ceamenmol 2naza cocmasuau coomeememeeno 36,4 %, 95,0 % u 82,4 %, 6 cmexaosuonoe meao — 97,7 %, 100 % u 97,9 %, 6 spumenvhuiii
nepe — 54,5 %, 57,1 % u 54,9 %.

Saxarouenue. Y3HU c ucnoavzosanuem auneiinvix damuurxos 9—18 M1y seasemcs evicokoungopmamueHvim memoodom npu evisgaenuu Ph,
00HaKo Hekomopble nokazamenu 3¢gpekmusrocmu Y3H 6 ouenie mecmuoi pacnpocmpaneHHoCmy Hed0CMamo1HO 8biCOKU, YMO C83AHO
¢ MeXHUMeCKUMU 803MONCHOCMAMU Memooa. OOHUM U3 nymeil yayuueHus 3Mux noKasameneil Moxdcem cmams nposedenue Uccie008anus
nod enyb6okoii cedayueil.

KiroueBble cjioBa: yisTpa3sByKOBasi IMarHOCTHKA, pETUHOOIaCTOMA, AETCKAsI OHKOJIOT ST, OPTaIbMOJIOTHS, TeAUaTPusI

Jlns murupoBanus: Apremenko 10.B., [Tandeposa T.P., Vinakosa T.JI., Muxaiiiosa E.B. OtieHka MHGOPMaTUBHOCTH yJIBTPa3ByKOBOTO
WCCIIEIOBAHMSI B IMAaTHOCTUKE PETUHOOIACTOMBI. PoccHiicKuiA KypHa IeTCKoii reMaTojiornu u oHkosoruu. 2023;10(1):49—56.
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Evaluation of ultrasound examination informativity in diagnosing retinoblastoma

Yu.V. Artemenko’, T.R. Panferova’, T.L. Ushakova"?, E.V. Mikhailova'

IN.N. Blokhin National Medical Research Centre ofOncology, Ministry of Health of Russia, 23 Kashirskoe Shosse, Moscow, 115522, Russia;
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125993, Russia

The aim of this work is to evaluate the informativity of the ultrasound (US) in detecting retinoblastoma (RB) and the local invasion of the
tumor in children using modern multi-purpose ultrasound scanners.

Materials and methods. This study included 108 patients (216 eyes) examined for suspected RB. RB was diagnosed in 91 patients,
60 children had unilateral tumor, 31 — bilateral tumor (122 eyes). In the remaining 17 children (20 eyes damaged), different non-tumor
pathology of the eye was revealed. Among 122 eyes affected by RB, 51 were removed with subsequent histological examination. 27 eyes were
removed before treatment, 24 — after chemotherapy.

Results. In our study the informativity of ultrasound in detecting RB are: sensitivity — 98.4 %, specificity — 96.8 %, accuracy — 97.7 %.
Sensitivity, specificity and accuracy in assessing tumor invasion to the anterior segment of the eye are 36.4 %, 95.0 % and 82.4 % respectively,
to the vitreous body — 97.7 %, 100 % and 97.9 %, to the optic nerve — 54.5 %, 57.1 % and 54.9 %.

Conclusion. US examination using linear transducers of 9— 18 MHz is highly informative in detecting RB, however, some indicators of the
effectiveness in assessing local invasion are not high enough, due to the technical possibilities of the method. One possible way to improve the
informativity — to use deep sedation during US examination.

Key words: ultrasound diagnostics, retinoblastoma, pediatric oncology, ophthalmology, pediatrics
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Beenenne

Exxeromno B Poccuu 3mokayecTBeHHbIEe HOBOOOpa30Ba-
Hust (3HO) y neTeit AMarHoCTUPYIOTCs ¢ yacToToi 13,6 Ha
100 TeIC. meTckoro HaceneHus [1]. Petunoomnactoma (PB)
cpenu Bcex 3HO merckoro Bospacta cocrasiseT 2,3 %,
a cpeay 370KayeCTBEHHBIX omyxoseil a3 — 90—95 %
[2]. PBb — camasg pacnpocTpaHeHHasl TepBUYHasl BHY-
TpUIJIa3Hasl OIyXOJb y AeTeil. YacTroTa BCTpeyaeMOCTU
cocranngeT 1:15 000 HoBopoxIeHHBIX. OITyXOJIb BHISIBIISI-
ercst B 90 % ciydaeB B Bo3pacTe 1o 3 jet [3].

B HacTos1ee Bpems BbKMBAeMOCTh TallueHTOB ¢ Pb
MpY afeKBaTHOM JjiedeHuH npesbiiaeT 90 %, a B crpaHax
C BBICOKMM YpOBHEM Joxoaa MoxeT pocturath 100 % [4,
5]. PB GbiBaeT HacnencTBeHHo# (40 %) u ciopagnyecKkoi
(60 %).

PBb MoxeT pacnpocTpaHATbCS B CTEKJIOBUIHOE TEIO
(CT) (oHDOMUTHBINL POCT), B COCYIMCTYIO OOOJIOUKY
(9K30(PUTHBIN POCT), UMETb CMEIIAaHHBIN U TU(@Y3HBII
XapakTep pocTa, IMpU KOTOPOM ITPOMCXOAUT MH(MUIBTpa-
1IMs BCeX CI0eB ceTyaTKu. KpoMe Toro, pa3nnyaroT BHY-
TPUIJIa3HOE M BHETJIA3HOE pacrnpocTpaHeHue [6, 7].

[uarno3 PB BeicTaBnsieTcss Ha OCHOBAaHWM KJIMHWYE-
CKO-MHCTPYMEHTAJILHOTO 00C/IeIOBaHUSI (OCMOTP PEeTHHAIIb-
HOI Kamepoii, yisrpa3BykoBoe uccienoBanue (Y3U), mar-
HUTHO-pe3oHaHcHas1 Tomorpagust (MPT)) 6e3 nepBuuHOro
MOP(OIOrMYecKoro MmoaTBepkaeHus. B ciydyae mMaccuBHOI
OIYXOJIN, KOraa o(pTaIbMOCKOITIST MOXKET ObITh MaJIOMH(pOpP-
MAaTUBHOM, METO/IBI JIy4€BOU TMArHOCTUKM CTAHOBSITCS €AUH-
CTBEHHBIMU MCTOYHMKAMMU TIOTyJIeHUST MTHMOPMALIMHK O e pac-
MOJIOXEHUH, pa3Mepax, CTPYKTYpe 1 pacIipOCTPaHEHHOCTH.



@ POCCUIACKNIA XXYPHAT

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

[IIupokoe mpuMeHeHHe B HACTOSIIIEe BpeMsi OpraHo-
COXpaHSIoIIMX MeTonoB JiedeHUs PB nukryer HeoOxo-
IYMOCTb JAJIbHEHIIEro U3y4YeHUsI BO3MOXKHOCTEI COBpE-
MEHHOTO YJIBTPa3BYKOBOTO 00OOPYIOBAaHMS B BBISIBICHUU
MECTHOI MHBa3UHU OITyXOJIU.

B cBs13u ¢ pocTOM U 3KCTPAOKYJISIPHBIM pacIipocTpa-
HEHMEM OITyXOJIY B BUIE MTOPaXKeHUS 3pUTEIILHOTO HepBa
(3H) 3a mpexenamMu peleTyaToit IMIacTUHKY, MACCUBHOM
OIIyX0JIEBOIt MUHBA3MM COCYAUCTON 000JI0UKHU U IEPEIHEro
OTpe3Ka IJ1a3a YBeJIMUMBAETCS PUCK €€ MeTacTa3upPOBaHUS
[8, 9], uTo 3HAUUTENBHO YXYAIIAET MPOTHO3 3a00JIEBAHUSI.

YuuteiBasg 0o0JblIOe 3HAYEHHE TUCTOJIOTUYECKUX
¢akTOpoB pucKa IS BHIOOpA TAaKTUKU JICYCHUS U MPO-
rHo3a Pb, Takux Kkak MHBa3Ms IIepeIHEro CerMeHTa Ijia3a
(TICT), CT, 3H, MBI TTpOBeJIM MOIBITKY OLIEHKHU JTaHHBIX
cTpyKTyp Ha Y3U. YnbTpa3ByKoBbIe HAXOAKM CPaBHUBAINA
¢ MOpP(MOJIOTUYECKUM MCCICIOBAaHUEM YIaJIeHHBIX IJIa3.
B pabote OblIM TOCTaBIEHBI CIEAYIONIME 3ada4yu: Orpe-
JeJIeHUe XapaKTepHBIX 3xorpaduueckux npusHakoB Pb
Ha amrmaparax 3KCIepTHOIO U MPEeMUyM-KJIacCOB, OIICH-
Ka MH(GOPMATUBHOCTU METOAA B BBISIBICHUU OITYXOJIU
U TIpeAmnoJjiaraeMbIX MPU3HAKOB OITyXOJIEBOM WMHBAa3UMU
B IICI, CT u 3H.

MatepuaJjsl 1 METOIbI

B wuccnemoBanue ObuiM BKIOUEeHH 108 manueHTOB
(216 rna3), nabmogasimmxcs B HUU nerckoit oHKooruu
n remarojornu nMm. akag. PAMH JI.A. Jdypuosa ®I'bY
«HMMUII onxonmorun um. H.H. Bnoxuna» MwunH3apasa
Poccuu (HWUUM 10ul’) B nepuon ¢ ¢pespans 2018 r. 1o
suBapb 2022 1. ¢ mogo3peHreM Ha Pb. Bospact gereit
COCTaBWJI OT 2 HelleJIb 10 9 JIeT 5 MecsI1IeB.

VY 91 maumeHTa Ha OCHOBaHUM COBOKYITHOCTH KJIM-
HUYECKUX M UHCTPYMEHTAJIbHBIX METOIOB 00CIeI0BaHUS
ObL1 ycTaHOBJIEH nuarHo3 Pb, u3 Hux y 60 mereil Gbuia
BBISIBJIEHa MOHOJIaTepalibHasl OmyxoJjib, y 31 — Owate-
panbHasg (122 raza).

VY octanbHbIX 17 60abHBIX (TOpaxkeHue 20 ri1a3) Obl1a
BbISIBJIEHA JIPYTasl MaTOJIOTUSI OPTaHOB 3PEHMUSI: BPOXKICH-
HbIe TTopoku — 8 (y 3 meTeit mopaxkeHbl 00a 171a3a), 00J1e3Hb
Koarca (bK) — 4, sHmodpTaabMuT — 2, XOpMOPETUHUT — 1,
JIOOpOKaYeCTBEHHAsI MEeIy/UIO3NUTEIMoMa — |, 3JI0Kave-
CTBEHHAsI MEAYJJIO3MUTEIMoMa — 1.

Bospact maumenToB ¢ Pb Ha MOMeHT mepBUYHOIrO
obpamenuss 8 HUM J10Oul’ coctaBisin oT 2 Hedenb A0
62 Mecaues: neth 10 1 roga — 44, ot 1 1o 3 net — 36, Gostee
3 ner — 11. MenuaHa Bo3pacTa TallMEHTOB COCTaBUJIA
12 (6—28) mec.

W3 122 nopaxeHHblx npu Pb rma3 51 6bu1 yganeH
C TIOCJIEOYIOIIMM THUCTOJOTUYECKUM HCCIeI0BaHUEM,
Yy 3TUX MAIlMeHTOB MPOBOIMUIOCH COMOCTABICHME BBISIB-
JNieHHBbIX Ha Y3U u3MeHeHUi1 ¢ JaHHBIMU ITaTOMOPdOoI0-
TUYECKOTO MCCIICIOBaHNSI.

g Y3U r1na3 ucnosb3oBajay armaparbl 3KCIEpT-
Horo u Tipemuym-kKimaccoB — Acuson S3000 HELX
Evolution (Siemens), Acuson S2000 Antares (Siemens),
Epic 5 (Philips). MccrenoBanue MpOBOAWIN JIMHEHHBI-
MM BBICOKOYACTOTHBIMU AaTunKamu 9—18 MIi1 co cHu-
KEHUEeM TeMIIepaTypHOro M MEXaHWYECKOTO MHIEKCOB
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B MOJIOXKEHMU TTallMeHTa Jiexka Ha CIIMHE TPaHCKYTaHHBIM
TpaHCcHanblIeOpaIbHBIM TOCTYIIOM 0€3 MpeaBapuTeIbHOM
MEANKAMEHTO3HOM CETalluu.

WndopMaTuBHOCTh METOIA ONPEIEIISIN C TTOMOIIIBIO
BBIUMCIICHUs 4yBcTBUTEIbHOCTH (YY), crmemubuyHoCcTH
(C), tounoctu (T), a Takke ompeneaeHUs LIEHHOCTU
nonoxutensHoro (ITIP) u orpuniatensHoro (OITP) mpo-
THOCTUYECKUX Pe3yJbTaToB. BBIUMCICHUST TTPOU3BOIMIN
0 CJIeAYIOIIUM (hopMyIaM:

4 = UIT/(UIT + JIO) x 100 %

C=HUO/(NO + JIIT) x 100 %

T = (MUI1 + UO)/(AI1 + NO + JII1 + JIO) x 100 %

[IITP = UI1/(AIT + JIIT)

OITP = MO /(MO + J10), tne UI1 — uCTUHHO IOJI0-
JKUTeJIbHBIC pe3ynsTaThl, MO — MCTUHHO OTpUIlIaTeIbHbIE
pesynsrathl, JIIT — 10XHOIMOIOXUTEIbHbBIE PE3YJIBTaThI,
JIO — noxxHoOTpULIaTeIbHbIE PE3YJIbTaThI.

Pe3syabraTsi

W3 108 mereit (216 rma3), obcaegOBaHHBIX METOIOM
VY3U, Pb 6buta BeisiBieHa y 91 mamuenrta B 120 riasax,
y 2 mereil ¢ oumnarepanbHoil Pb Mmenkue odaru, BBISIB-
JICHHBIE TpU  ODTATbMOJOIMYECKOM OO0CIeA0BaHUM
peTUHAJIbHOI KaMepoii, BO BTOPOM IJia3y OOHapyKEHbI
He O6butd. Tpem netam ¢ npyroii naronorueit (bK, nodpo-
KavyeCTBEHHass MeAYJUIO3IUTEIMOMA, 3JI0KaueCTBEHHAs
Meny/utoanuTearoMa) Ha Y3 ObLT OIIMOOYHO BHICTaB-
JieH auarHo3 Pb.

OCHOBHBIM 3X0rpacdudyeckum npusHakom Pb cuuranmu
BU3YyaJIM3alliIO B IJIa3y OJHOIO WA HECKOJBKUX 00BEM-
HbBIX COJIMAHBIX 00pa30BaHUIi, MPUJICKAIINUX K CETYATKE.

B naiem ucciaenoBanuu B 91 (75,8 %) ciydae B riasy
BU3yaJlM3upoBaiach 1 omyxonb, B 23 (19,2 %) ciydasx —
2—3y3na, B6 (5,0 %) ciaydyasix onpeaessuiich MHOXECTBEH-
Hble 00pa3zoBaHus. B 1aHHOI1 cTaThe MPY MHOXKECTBEHHBIX
y3J1ax ISl ojicueTa MeIMaHbl U 00beMa 00pa30BaHUSI MbI
KCIIOJIb30Ba/IU pa3Mepbl HAMOOJIBIIETO U3 Y3JI0B.

IlepenHe-3agHuii pasMep OMyXOJM B OOJIBIITMHCTBE
ciyuaeB (n =89, 74,2 %) cocrasiisii 60jiee 6 MM, OITyXOJI1
oT 3 10 6 MM HaGmozanuck B 16 (13,3 %) cnyyasx, B 15
(12,5 %) — menee 3 mMm (puc. 1). OGbeM BU3yaIU3UPO-
BaHHBIX OoOpa3oBaHuii kosebayncs or 0,003 mo 3,9 cm?.
MenunaHa oobeMa omyxonu coctaBuia 0,98 cm?, cpenHuit
oobeM — 1,07 £ 0,91 c™m?.

V 26 mamueHTOB ¢ omHOCTOpoHHel PB cpaBHuBamu
JUIMHY TepelHe-3aHeil OCH MOPaXKeHHOI0 U 310POBOro
[J1a3, CTATUCTUYECKHU 3HAYMMbIE Pa3IMYMsl OTCYTCTBOBA-
au (p =0,07186).

V3noBbie obpa3zoBanus B 114 (95,0 %) ciydasix umenu
HEOIHOPOIHYIO 3XOT€HHOCTD, B 6 (5,0 %) — 0AHOPOAHYIO
CPENHIO 9XOTEHHOCTH (puc. 2).

lunepaxoreHHbIe KaJIblLIMHATHBIE BKIIOUEHUSI B CTPYK-
Type onyxoJieil BusyaausupoBaiuch B 112 (93,3 %) rinasax
(puc. 3). B ciyyassx MacCUBHO# KaJblIMHAIIMM CO3/1aBa-
JIaCh BhIpaXKeHHasl aKyCTU4ecKasl TeHb, KOTOpasl OrpaHu-
YyyBaja OLEHKY IHUCTAJIbHO PACIIOJIOXEHHBIX CTPYKTYp,
B YaCTHOCTU HauajabHoro otaena 3H (puc. 4).

B 23 (19,2 %) cinyyasx B ctpykrype Pb ormeuanuch
KHUCTO3HbIE BKIIIOYeHUs 1uameTpoM ot 0,5 1o 5 MM (puc. 5).
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Puc. 1. lesouka, 2 mecauya. Y3U enaza: PP, eunosxoeeHHas onyxonb Maivlx
pasmepos (h =1,2 um)

Fig. 1. Girl, 2 months old. US eye: RB, hypoechoic tumor of small size
(h=12mm)

Puc. 2. Jlesouka, 2 eo0a 4 mecaya. Y3HU enasza: Pb, onyxons neoonopoonoii
9xX02eHHOCIMU be3 KarvyuHayuu (YKazana cmpexoii)

Fig. 2. Girl, 2 years 4 months. US eye: RB, tumor of heterogeneous
echogenicity without calcification (arrow)

Puc. 3. Manvuux, 4 mecaua. Y3HU enaza: PB, onyxons cpedueii 3x0eeHHOCMU
€ 2UNePIXOLeHHbIMU BKAIOUEHUAMU (KarbyuHambl) (Ykazana cmpeakoi A)

Fig. 3. Boy, 4 months old. US eye: RB, tumor of medium echogenicity with
hyperechoic inclusions (calcifications) (arrow A)
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Puc. 4. Manvuuk, 2 mecaua. Y3HU enaza: PB, onyxons 6oabuux pazmepos
¢ maccusHoil Kaavyurayueli (cmpeaka A) u oucmanvHoll akycmu4eckoi
meHbio (cmpeaka b)

Fig. 4. Boy, 2 months old. US eye: RB, large tumor with massive calcification
(arrow A) and distal acoustic shadowing (arrow b)

Puc. 5. Manvuuk, 1200 2 mecaya. Y3HU enaza: Pb, onyxons ¢ mHodcecmeen-
HbIMU Kucmamu (cmpeaka A)

Fig. 5. Boy, 1 year 2 months. US eye: RB, tumor with multiple cysts (arrow A)

Dxorpaduyecke TPU3HAKKM OTCIOWKUA CETYATKH,
KOTOpasi BU3yaJIu3MpoBajach Ha yJIbTPa3BYKOBBIX CKaHaX
B BHJE TUIIEPIXOT€HHOM JMHEWHON CTPYKTYpHI, OIpe-
nensiiuck B 84 (70,0 %) rnazax (puc. 6). [pu TotanbHOM
OTCJIONKE CeTYaTKU ee U300pakeHUe MOTJI0 UMEeTh T- nin
V-o00pa3Hyio (popmy.

B 24 (28,6 %) cinydasgx mojJ OTCIOEHHOM CETYaTKOi
BBISIBJISLIACH MEJIKOTOUYEYHAsT 9XOTeHHAs B3BECh, YTO MOT-
JIO TPAKTOBAThCST KaK KPOBOUBJIMSHUE U/WUJIU KaK MEJTKKE
MHOXXECTBEHHbBIE OTCEBBI OITyXOJIH.

JBeHanuath geteit (24 riaasza) ObLIM OCMOTPEHBI MO/,
1yOOKOI cemaleil HEeMmoCpeACTBEHHO Mepen W cpa-
3y Tocje MpoBeaeHUsT O(PTAIbMOJOIMYECKOro OcCMoTpa
peTuHanbHOW KaMepoil. [locToBepHYyIO BuU3yalu3aluio
COCYII0OB B OIYXOJISIX TJ1a3a, AeTajibHylo olleHKy [TCI'u 3H
yIaeTcsl BBIMOJHUTD JIMIIB B CIydasiX OCMOTpa pebeHKa
C HEernoABWXXHbIM ria3oM. [letu ¢ Pb B cuity cBoero Bos-
pacra, KaK IpaBujIo, aKTUBHO COITPOTUBIISIIOTCSI OCMOTPY,
u3bexaTh 3TOro yaaeTcsl npu nposeaeHuu Y3U nop riy-
O0oKoii cenarveit. Mbl He CTalu OTAEIbHO BbIAEISTh 3Ty
TPYIIY B CBSI3M C €€ MaJIOYMCIEHHOCTbIO.
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Puc. 6. Jlesouxa, 2 coda 4 mecsaya. Jlge axoepammot 00noe0 eraza. Tomans-
Has omceaotika cemuamiu (a), onyxoas (6) pacnonodcena nod cemuamiou
6 3a0HUX omdenax enasa

Fig. 6. Girl, 2 years 4 months. Two echograms of one eye. Total retinal
detachment (a), the tumor (6) is located under the retina in the posterior parts
of the eye

[pu uccnenoBanuu 216 rnasy 108 gereit U1 nuarHos
Pb o ¥Y3U 6b11 BeicTaBieH B 120 ciayvasax, MO — B 91,
JIIT — B 3 1 JIO — B 2 HaGmoneHusx. JlaHHbIe TTpecTaB-
JIeHbI B Ta01. 1.

IMokazarenu mH@opmatuBHOCTU Y3W B BBISIBACHUU
Pb cocraBmmm: Y —98,4%,C—96,8%,T—97,7 %, I1T1P —
97,6 %, OIIP — 97,8 %.

Taomuna 1. Pesyavmamor 3axarouenuii Y3U npu ouaenocmuxe P (n = 216)
Table 1. The results of conclusions US in the diagnosis of RB (n = 216)

3akmoyenne Y3
Conclusion US
LAl 120

True positive

1o 91
True negatives

JIn 3
False positive

JIO 2
False negatives

Hmoeo

Total 2
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B onpenenenun cranum v rpynmsl pyucka Pb, a cinenosa-
TEJIbHO, U TAKTUKM JICUCHUST, BAXKHEHIITYIO POJIb UTPAIOT TaKKe
hakTOpPBhl MECTHOM PaCIIPOCTPAaHEHHOCTH, KaK OITyXoJeBast
nnBasus [1CT nnsasus CT u 3H, B ¢BsI3u ¢ YeM MbI U3Yy4MIIN
npeamnoiaraeMble MpU3HaKu 3TUX (aKTopoB Ha Y3U.

VibTpa3ByKOBbIE HAXONKW CPaBHUBAIM C ITOCIEHY-
IOIIUM MOP(MOJOTMYECKUM HCCAeIOBAaHUEM YIaJeHHBIX
ria3. MHunmanbHo ObuIM yaaneHbl 27 rnas, 24 — nocie
npoBeneHus nonuxumuorepanuu (I1XT). Y3U mocne
BeimoiHeHus [IXT nmpoBoauiaoch He MO3aHEE, YyeM 3a
2 Hen Tepen yaaJeHUeM IJia3a, IIpyd 3TOM BbISIBICHHbBIC Ha
MEePBUYHOM OCMOTpPE MPU3HAKN MHBA3UM COXPAHSINCh.

CpaBHUTEIbHBIE PE3YIbTaThI ITOJ0XKUTEIBHBIX 3aKII0-
yeHUil Mopdgoaornyeckoro ucciaenoaHuss u Y3 no
nnBazuu [1CI, CT u 3H B yganeHHBIX IJ1a3ax MpeacTaB-
JICHBI B Ta0I. 2.

Heranuzauus 3akiodeHuii Y3 B OTHOIIIEHUM MHBA-
3um [1CI, CT u 3H nipeacrasneHa B Ta0. 3.

IIpenmnonaraeMbiMKu 3XorpacUYeCKUMU MTPU3HAKAMU
nHBa3uu [1CI cunranu HaTMure aHaJOTMYHBIX OCHOBHOM
OITyXOJIX TI0 CTPYKTYPE M OXOT€HHOCTH OMOJTHUTEIBHBIX
TKaHeil B 00JaCTU LIWJIMAPHOIO Teja U/WUIu B IepenHeit
Kamepe riasza (puc. 7). I[Ipu ructonornyeckom ucciaenonBa-
Hum uctuaHasg nasasus [1CT 6bu1a BeisiBieHa B 11 rmazax,
Ha Y3 nHBa3us Oblia 3a110103peHa TOJIBKO B 6 CIydasx.

WndopmaruBHocts Y3U B ompeaeneHun MHBA3UU
onyxomu B IICT cocrasuna: Y — 36,4 %, T — 82,4 %
u C —95 %, IIIP — 66,7 %, OI1P — 84,4 %.

Tadmmua 3. Pesyasmamer  3axawuenuti  Y3U  npu  duaenocmuke

eucmonoeuxeckux gpakmopos pucka Pb (n = 51%)

Table 3. The results of conclusions US in the diagnosis of histological risk
factors for RB (n = 51%)

I1cr

3aKioueHne

C,,,,jﬁf,,‘,, . A"'eo';’,’,’,'esg:’ tent Vitreglf body Optiil;}erve
I;’Irlz;[e positive 4 42 24
?rit)e negatives 38 4 4
J1-~£¢£l[se positive 2 0 3
J1‘-'£c(1)lse negatives 7 1 20
%':laoleo 51 47 51

|
IIpumeuanue. * — y 4u3 51 60abH020 8 MOPPONOCUHECKUX 3AKAOUEHUSX OM -
cymemeyem ungpopmayus o cocmosinuu CT, nosmomy nokasamenv unghop-
MamueHOCMU paccyumvl8ancs 6 epynne u3 47 nayuenmos.

Note. * — in 4 out of 51 patients morphological conclusions do not contain

information about the state of the vitreous body, therefore the indicator
of information content was calculated in the group of 47 patients.

Tabmuna 2. Pe3yasmamot H0A0JICUMENbHBIX 3AKAI0HEHULL NO Pe3YAbMmamam mopgosocuueckozo ucciedosanus u Y31

Table 2. Results of positive conclusions based on the results of morphological examination and US

Pe3yibrar/aokamm3anus IICcr (04} 3H
Result/localization Anterior segment of the eye Vitreous body Optic nerve
11 43 44

Tucronorust +

Histology +
Y34 + 6 (4 UIT + 2 JIIT)
Us + 6 (4 true positive + 2 false positive)

42 (MIT1)
42 (true positive)

27 (24 UI1 + 3 JIIT)
27 (24 true positive + 3 false positive)
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Puc. 7. Masvuuic, 9 nem. Y3H enaza c yseauuenuem u npubausicenuem 30Hol
unmepeca: Pb ¢ pacnpocmpanenuem é nepeduioio kamepy eaasa (cmpeaia A)

Fig. 7. Boy, 9 years old. US of the eye with an increase and approximation
of the area of interest: RB with extension to the anterior chamber of the eye
(arrow A)

HMuBazuto CT npeanonaraiv B ciaydasix 9HIODUTHOTO
U CMEIIAHHOTO POCTa OMYyXOJdW W/WIK TIPU OOHAPY>KEHUU
B CT 1OMOJHUTENBHBIX BKIIOUEHUIT HEOTHOPOTHOM MOBBI-
IIEHHOM 3XOT€HHOCTH, B TOM YMCJIE KATbLIMHATHBIX, KOTO-
pblE MOIJIM NPUJIEXATh K MOBEPXHOCTU OITyXOJIM, PacIpo-
ctpansThes B Toniry CT win onpenensitees B HeM nuddy3Ho.

BxiroueHusi Mornud ObITh pa3HOKaTUOEpHBIMU (OT
TOYEUYHBIX J0 3 MM B JHaMeTpe), MIbI0UaThIMU, MOJBUK-
HBIMM WX (PUKCUPOBAHHBIMU (puc. §, 9).

Puc. 8. Jlesouka, 1200 8 mecaues. Y3H enaza: Pb ¢ mopghoroeuuecku nod-
meepoicoennvim pacnpocmpareruem 6 CT (cmpeaka A)

Fig. 8. Girl, 1 year § months. US eye: RB with morphologically confirmed
extension into the vitreous body (arrow A)

Puc. 9. /Jesouxa, 3 eoda 3 mecauya. Y3H enaza: PB ¢ uneasueii ¢ CT.
B 3a0nux omodenax enaza menxoducnepcras 83gecb — Mopgoaoeutecku
noomeepaucoennvie omcesvl ¢ CT (cmpeaxa A), Pb ¢ aokycamu kposomoka
6 cmpykmype (cmpeaxa b)

Fig. 9. Girl, 3 years 3 months. US eye: RB with invasion into the vitreous body.
In the posterior parts of the eye a finely dispersed suspension is morphologically
confirmed screenings in the vitreous body (arrow A), RB with blood flow loci
in the structure (arrow b)
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IIpy rUCTOJOTMYECKOM HCCACIOBAHUM MHBA3Us
B CT Oblna BeIsiBAcHA B 43 rnas3ax, npu Y3U B 42 rimazax.
B onpenenennn nasasuu B CT Y cocraBwia — 97,7 %,
C—-100%, T — 97,9 %, IIIIP — 100 %, OITP — 80 %.
IIpenmnonoxurenbHbIMU MpHU3HaKaMu MHBa3uu B 3H cun-
TaJIM UBMEHEHUE €ro 3XOTeHHOCTU (IIOBBIIICHUE, TOHMU-
JKE€HUe, TIOSIBJICHMEe HEOTHOPOMHOCTH) M YTOIIICHUE TI0
CPaBHEHMIO C KOHTpaJlaTepalibHOi cTopoHoii (puc. 10).
Menunana pauamerpa nopaxenHoro 3H cocraBuia
3,6 (3—4,1). Ilo gaHHBIM I'MCTOJOTMYECKOIO MCCIIENO-
BaHUsI ObUTO BBHISIBJIEHO 44 ciydast uHBasuu 3H: Tonbko
nperaMUHapHas MHBa3KsI oTMeueHa B 20 cliydasix U3 HUX,
npe- U UHTpajaMUHapHast MHBa3us — B 15, npe-, UHTpa-
JJaMUHapHas U peTpojJaMUHapHas — B 9 HaOTIOACHUSIX.

B ouenke onyxonesoii naBazuu 3H Y Y3U cocraBuna
54,5%,C—57,1%, T — 54,9 %, [1T1P — 89 %, OI1P — 16 %.

Puc. 10. Masvuux, 2 cooa. Y3HU enas. Pb ¢ uneasueii ¢ 3H: ymoauwerue,
HeoO0HOpoOHoe nosviuleHue sxoeenHocmu 3H (cmpeaka A); cmpykmypa ony-
xoau ¢ kanvyunamamu (cmpeaxa b); 300poseiii enaz (cmpeaka B)

Fig. 10. Boy, 2 years old. US eyes. RB with invasion of the optic nerv:
thickening, heterogeneous increase in the echogenicity of the optic nerv (arrow A);
tumor structure with calcifications (arrow B); healthy eye (arrow B)

Oocyxnenne

KittoueBbIM MccieioBaHreM B IEPBUIHOM IMATHOCTHUKE
PB sBnseTcs odranbMocKomnusi, Ipu KOTOPOI B ceTYaTKe
BBISIBJISTIOTCS MAaCCHBHBIC O€jible OYard ¢ KaJIbLIMHALMe
[10]. OcHOBHBIMU METOAAMU BU3yaau3alluy MO PEKOMEH-
nauusim EBporneiickoii paboueil rpymnribl, 3aHUMAaroLLencst
Pb, sasnstorcs Y3 u MPT opbut ¢ BHyTpUBEHHBIM KOH-
TpactupoBaHuem [11].

HcTopus wucmonp3oBaHUS AMarHocTUdecKoro Y3U
Havasiach B 1958 1. ¢ paspabotku I. baymom u U.I" PunBymom
JIBYMEPHOTO MMMEPCHOHHOTO CEPOIIKAIBHOIO YIBTPa3BY-
KOBOTO Mpudopa 151 TpUMeHeHus B odtanbmosioruu [12].

OaHUMM U3 TIEPBBIX aBTOPOB, OINMMCABIIMX dXorpadu-
yeckyto kaptuHy Pb, 6pimu A. Koch et al. 8 1983 . Pb Bu3sy-
aIU3MpoBaIach Kak JOMOJHUTEIbHbIE TKAHU C BBICOKOM
OTpaxkaloIIeii CITOCOOHOCTHIO 3a CUET OTIOXKCHUS KATbIIS.
ITpu obcnenoBanym 60 Ti1a3 OCHOBHBIM TUarHOCTHYECKIM
kputepreMm Pb sBrIOCh HanMune KaablIMHAIIMNA B CTPYK-
Type obpazoBaHus [13].

G. Zilelioglu et al. mpoBenu B 1995 1. cpaBHeHUE 3X0-
rpayecKnX HaXOJOK C TMCTOJIOTMYSCKUMM pe3yiibTaTa-
mu y 126 maumenTtoB (132 rmasa) ¢ npeamnonaraemoii PB.
HccnenoBaHue BBITTONHSUIA C MCIIONIB30BAHUEM JIaTINKOB
8—10 MIi1. Pb nMena HeogHOPOIHYIO CTPYKTYPY B 84,9 %.
W3 132 rna3 Obun mpoorniepupoBaHbl 129, auarHo3 moji-
TBepxKaeH B 115 (87,12 %) cinyvasx [14, 15].
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B Hacrosiee Bpemst axorpaguyeckum npuzHakoMm Pb
Ha Y3U cuntaercs BHYTpHUIJIa3HOE OOpa3oBaHME C Kajlb-
LIMHALIMEH, KOTopas SBIISICTCSl XapaKTepHBIM ITPU3HAKOM
oToit omyxonu. Ha paHHMX sTamax oHa JIOKaJIM30BaHa,
o Mepe pocta MoxkeT auddy3HO TopaxkaTb TKaHU Tja3a.
WuBaszuio 3H onpenensior 1Mo u3MeHEHUIO er0 HOpMaJb-
HOI1 cTpyKTYpHI [ 14, 16].

CoBepIIIeHCTBOBAaHUE METONOB ITMATHOCTMKHU YBEJIM-
YUBAET BHISIBISIEMOCTDb OIYXO0JIeii, B TOM UYMCIIe 1 Ha Oosee
paHHUX cTagusax. YuuTeiBas, uyto PB OnicTpo mpopac-
TaeT B TKaHM TIJa3a, pacnpocTtpaHsercs B 3H u opoury,
a TUCTOJIoOTUYecKasi BepuduKalius He IIPOBOAUTCS — paH-
HSS 1M TOYHAsl NMArHOCTMKA HAMpPSIMYIO OOYCIOBIMBACT
MPOTHO3 3aboyieBaHusd [7, 17].

Jng nnarHoctuku PB TtpamnumnoHHO ucnonb3oBain
o(TaIbMOJIOTUYECKHUE YIBTPa3BYKOBbIE CKaHEPhI, OTHA-
KO C Pa3BUTHEM M COBEPILIEHCTBOBaHNMEM 00OpPYIOBaHUS
B O(PTaJIbMOJIOTUU CTaX MPUMEHITh MYJIBTUMOIAIbHBIC
MPUOOPHI, KOTOPbIE MPU HACTPOIiKe Ha OE30IMacCHbIN I
IJla3a PeXUM TO3BOJISTIOT MOJydYaTh YETKOE IBYMEPHOE
M300paKeHNe BCeX CTPYKTYD IJia3a.

[lo maHHBIM JUTEpaTypHBIX MCTOYHHUKOB, 0cC000e
BHUMaHME YIEJSIeTCsl OlleHKE BHYTPUIJIA3HOTO PacIpo-
crpaHeHuss Pb M mpakThyeckud OTCYTCTBYIOT JaHHbIE
0 IMArHOCTMYECKOM MH(OPMATUBHOCTU YJITPa3ByKOBO-
ro METO/Ia B OILIEHKE IMCTOJIOTMYeCKUX (DaKTOPOB pHCKa.

Harmeii 1ienpt0 ObUIO COBEPIIICHCTBOBAHME YJIBTpa-
3BYKOBOI AuarHocTuku Pb y nereit myrem wusydyeHus
BO3MOXXHOCTU COBPEMEHHBIX YIbTPa3BYKOBBIX ITPUOOPOB
MMPEeMUYM U 9KCIIEPTHOT'O KJIACCOB B BBISIBJICHUH U OLICHKE
MECTHOM pacIpoOCTPaHEHHOCTHU TOM OITYyXOJIN.

Jns mocTKeHUs TTOCTaBICHHOMN I1eIM Mbl JeTaJTbHO
n3yunian npusHaku Pb, a Takke oueHwinm mHbopma-
TUBHOCTb MPEIIOJIaraéMbIX YIbTPa3BYKOBBIX IMPU3HAKOB
pacnpoctpaHeHHocty onyxoiu Ha I[1CT, CT u 3H.

INokazarenu mHpopmatuBHOCTU Y3U B BBIIBICHUU
Pb anmapatamMu mpeMuyM M 3KCIEPTHOTO Kjacca oKa-
3aJIMCh JOCTaTOYHO BhicoKuMU. JIBa JIO ciayyas Ha Y3U
y neteii ¢ OunatepanbHoii PB B MeHee mopaxkeHHOM
1a3y ObUIM BBISIBJICHBI TOJBKO IIPU O(PTaIBbMOCKOIUU
petnHanbHOM Kamepoii. Tpu JIIT ciyyass mmarHOCTUKM
PB Obln cBsI3aHBI ¢ OOHApYKEHUEM B IIa3aX 00bEMHBIX
obpa3oBaHUil MPU JOOPOKAYECTBEHHON U 3]I0KaUYeCTBEH-
Ho# MenmymtoanuTenuomax u npu bK, xoTtopast moxeTt
WMUTHAPOBATh OITyXOJIEBHI MpOLIecC.

Huskue nokaszarenu ayBctBUTeIbHOCTH (7 JIO pe3yib-
TaToB) B BhIsIBIeHMM MHBa3uu [ICI cBg3aHBI ¢ TeEM, UTO
9Ta 00JIaCTh OCOOEHHO CJIOXKHA IJIs1 BuU3yanusauuu. s
JMOCTYXKEHUSI XOPOIlIel BU3yaIM3alliy IePeIHEro oTpe3Ka
IJ1a3a, 0COOEHHO MepeaHel KaMepbl, HEOOXOIUMO UCITOJb-
30BaTh MPUIIEIbHOE YBEIMYEHUE U MPUOIIKeHUe (3yM),
KOTOpPBIe 3(D(HEKTUBHBI TOIBKO IPU OTCYTCTBUM IBUKECHUS
IJ1a3a, YTO BO3MOXHO B COCTOSIHUU TJTyOOKOM cemainu.

¥V 2 nauuenTos ¢ JITT pe3ynsratamu, HECMOTpPS Ha TO,
YTO OITyXOJIb BBITIOJIHSIA BeCh 00BEM TJ1asa, 1eOpMUPO-
BaJla M TECHO IpuJjiexkaa K 3aIHell Karcyie XpycTajluka,
K objactu umiamapHoro tena, nopaxenue I1CI rucromno-
TUYECKHU He TTOATBEPAUIOCH, UTO TOBOPUT 00 OTCYTCTBUU
crnenudrIecKrX MPU3HAKOB MHBA3UHU B MIEPEIHUN OTpe-
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30K TIj1a3a (KpoMme mepeaHeil kamepsl). Takum oOpasom,
¢ Touku 3peHus Y3M MOXHO TOBOPUTH TOJBKO O IMOpa-
>KEHMU MepeaHeil KaMephl [J1a3a, Tak KakK aXorpapuyecku
HEBO3MOXHO IIPOBECTU TPaHUILy, COOTBETCTBYIOLIYIO
3y0uaToii TMHUU.

ITo naHHBIM IUTEPATYPHI, YIBTPa3ByKOBasi OMOMUKPO-
CKOTIIUS SIBJISIETCS] METOIOM, 3HAYMUTEIHHO ITOBBIIAIOIIIM
BO3MOXHOCTU OLIEHKM COCTOSIHUSI IIepelHeil KaMepbl
rna3a [18].

Bricokas nHdpopmatuBHocTh Y3U B olleHKE MHBA3UK
CT cBsg3aHa ¢ XOpolleil KOHTPACTHOCTBbIO 3XOT€HHOIO
M300pakeHUsI OITyXOJIU 1 €€ OTCEBOB ¢ aHAXOoTeHHBbIM CT.

3HauurenbpHoe KonmyecTBo JIO ciayyaeB (20) B omnpe-
nenaeHun nHBasuu 3H MoxeT ObITh CBSI3aHO C MAaCCUBHOM
KaJlbLIMHAIIMe ormyXxonu 1 akpaHupoBanueM 3H, moaro-
My B ripotokosie Y3U 1ienecoobpa3Ho yKa3biBaTh JOCTYII-
Hoctb 3H mns Busyanuzauuu. [ToHnMas HEBO3MOXKHOCTD
BoIsIBIeHUS Ha Y3U mnpe- 1 MHTpanaMuMHapHO MHBA3UKU
3H, MbI onipenenuau Y B BBIIBIEHUM TONIBKO IMOCTIAMMU-
HapHOII MHBa3uK, KoTopast coctaBuwia 67 % (6 u3z 9 ciy-
4aeB).

Tpwm JIIT 3akimto4eHUsT B OTHOLLIEHUY TTOCTJIaMUHAPHOM
MHBa3UM MOXHO OOBSICHUTh HAJIMUMEM OTeKa B IIOCTJIa-
MMHApHOM OT/[EJIe B Ciydasix Ipe- U MHTpaJaMUHAPHOM
MHBa3UU.

WndopmaruBHocth Y3U B olieHKe Npe- U MHTpaja-
MuHapHo#t naBa3uu 3H HU3Ka, Tak KaK HET XapaKTePHBIX
axorpauyecknx MNPU3HAKOB, XapaKTepU3YIOLIMX JdaH-
HBII MPOLECC, MO3TOMY IpPU MOAO3PEHUU Ha MHBA3UIO
3H HeoOXomuMoO yKa3bIBaTh JIOKAIM3ALMIO M3MEHEHUIA
TOJIBKO B ITOCTJIAMUHAPHOM OT/EIIE.

ITo maHHBIM JIUTEPATYpPbl, THHOBALIMOHHBIM METOJIOM,
TO3BOJISTIOIIMM OCYIIECTBIISATh N€TATbHYIO BU3YATU3AIIIIO
npe- U MHTpajaMuHapHoro otaeiaoB 3H, sBnsercs ontu-
yecKas KorepeHTHas Tomorpadus [19].

BoiBoasl

OxorpaduueckuM npusHakoM Pb saBasercs Busyanu-
3alMsI B IJIa3HOM s10y1oKe omHoro (75,8 %) win HeECKOJIb-
Kux (24,2 %) oObeMHBIX COJIMIHBIX 00pa30BaHUIA, IIPU-
JIeXallnx K ceryaTke, uMerux B 95,0 % HabmoneHuin
HEOIHOPOIHYIO 3XOTeHHOCTD, B 93,3 % — KajblMHATHbIE
u B 19,2 % — XUIKOCTHbIC BKJIIOYEHUSI, COIIPOBOXIAIO-
muecs B 70,0 % ciydaeB OTCIOMKOM CETYATKMU.

WndopmarusHocts Y3U B BuisiBnenuu Pb cocraBuia:
9-—-98,4%, C—96,8 %, T —97,7 %. B olieHke UHBa-
3uu onyxoiu B IICI” coorBercTBEHHO — 36,4 %, 95,0 %,
82,4 %; B CT — 97,7 %, 100 %, 97,9 %; B 3H — 54,5 %,
57,1 %, 54,9 %.

VY3U ¢ ucnonbp3oBaHUEM JUHEHHBIX OATYMKOB 9—18
MIi1 sBnsieTcs: BBICOKOMH(MOPMATUBHBIM METOAOM ITIpU
BeisiBieHuu Pb 1 mpu onienke pacnpoctpaneHHocty B CT.

ITokazarenu wuHpopMaTuBHOocTM Y3M MoOryr OBITH
JIOCTaTOYHO BBICOKMMM B OTIPEJEJIEHUN UHBA3UU TIEepe/-
Hell KaMephl, HO He IMepeaHero oTpe3ka Iiiaza B 1IeJI0M
¥ nocTiaMuHapHoro otaena 3H, 6e3 yueTa npe- 1 UHTpa-
JJaMUHapHO# nHBa3uu. [IpoBeneHue ucciaeqoBaHus IJ1a3
nopd TiyOooKo# cemalveil MalueHTa yaydllaeT YCIOBUS
BU3yaJIU3alliu.

OpuruHanbHble uccneposanus // Original studies
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He 6b13v16aem comHeHUs, YMO ANN02€HHAS MPAHCNAGHMAYUS 2eMONOIMUUEcKUX cmeonoguix kaemok (arno-TICK) — odun uz naubonee
ahghekmuenvix Memodos aeweHus 0as MHO2UX MANCeablX 3abonesanuti. O0Hako, Hecmomps Ha 3HauumenwvHwlil npoepecc, aino-TICK
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npuyunamu aemanvhocmu nocae anno-TICK. B ceoem KauHuueckom cayuae Mvl HNPOOEMOHCMPUPOBAAU NpPUMED DA3BUMUS MAKUX
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Modern methods of therapy in the development of life-threatening complications in a patient after repeated
allogeneic hematopoietic stem cell transplantation: review of the literature and clinical case

K.A. Sergeenko’, E.B. Machneva®?, T.Z. Aliev', 1.0. Kostareva’, T.T. Valiev', M.V. Kiselevskiy’, R.Ya. Vlasenko’,
K.I. 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 of the N.1I. Pirogov Russian National Research Medical University, Ministry of Health of Russia;
117 Leninskiy Prosp., Moscow, 117997, Russia

There is no doubt that allogeneic hematopoietic stem cell transplantation (allo- HSCT) is one of the most effective treatments for many serious
diseases. However, despite significant progress, allo-HSCT is still associated with a high rate of complications and mortality in the post-
transplant period due to the toxicity of conditioning regimens, infectious and immune conditions. Acute complications such as endothelial
injury, acute and chronic graft-versus-host disease (GVHD) remain the main causes of mortality after allo-HSCT. In our clinical case, we
demonstrated an example of the development of such life-threatening complications as transplant-associated thrombotic microangiopathy
and GVHD in a patient after repeated allo-HSCT, as well as the successful relief of these complications by modern therapeutic methods,
including the introduction of closely related donor mesenchymal stem cells and the complement blocker eculizumab.

Key words: acute lymphoblastic leukemia, transplant-associated thrombotic microangiopathy, eculizumab, mesenchymal stem cells,
Elizaria
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a TakKe psa BPOXKIEHHBIX MAaTOJOTUA UMMYHHOM CUCTE-
MBI 1 HapylleHuit ooMmeHa BemecTB. Llenbro amno-TICK
CJIYXXUT U3JIeYeHUe OCHOBHOIO 3a0o0JjieBaHUs, obecrieue-
HHUE OXXKUIIAeMOW MPOIOIKUTEIbHOCTU M KauecTBa XKM3HU

BBenenne

AJloreHHas1  TpaHCIUTAHTALMSI  TEeMOITOATUYECKMX
cTBOJIOBBIX KJIeTOK (amno-TI'CK) saBasiercs 3ddexTun-
HBIM ¥ BO MHOTHUX CJIyYasiX XKM3HECIacaloIIuM METOIOM

JICUEHMSI HEKOTOPbLIX TAXKEJIBbIX T'EeMATOJIOTMYCCKUX 3J10-
KA4Y€CTBEHHbBIX UM HE3JIOKAYCCTBCHHBIX 3360JI€BEIHI/II71,

naiueHTa. B HacTosiiiee BpeMsi 3HAYMMO YCOBEpILEH-
CTBOBAJIMCh METOMbI KaK CaMOil MpPOLIEAYPbl TPAHCILIAH-
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Talluu, TaK U CONPOBOAMUTEIbHON Teparuu, TeM He MeHee
npoBeaeHue amno-TICK  mo-TmipeskHeMy  COIpSiKEHO
C BBICOKMM PHMCKOM Pa3BUTHUS PsIlia TSIKEIBIX OCJIOXKHE-
HUI. DTU OCJIOXHEHUS CBSI3aHbl KaK C TOKCUYHOCTHIO
PEXMMOB KOHAUIIMOHNPOBAaHMSI, BKJIIOUAIOIINX BHICOKHE
JI03bl XMMUOIIPENapaToB U/WIM JYyYEeBYIO TepaIuio, Tak
U C pa3BUTHEM MH(MEKIMOHHBIX OCJIOXHEHUI Ha (poHe
UMMYHO/MUeI0a0Maluy, a TaKKe TSKEeJIbIMM MMMYHO-
MMaToJOTUYECKUMU Tiporieccamu [1—3].

Takue ocnoxnenus anno-TI'CK, kak Tskenble MH(pEK-
LMK, OCTpas M XpOHMYECKas peaklUMy <«TPaHCIUIAHTAT
mpoTtuB xo3suHa» (PTIIX), BeHOOKKII03MOHHAsI 00JIE3Hb
neueHu (BOB), accouuupoBaHHasi ¢ TpaHCILIaHTaIMe
TpoMboTuuecKast Mmukpoanruomnatust (TA-TMA), Hepen-
KO COYeTamIIrecs ¢ HeMOCTaTOUHOCThIO TpaHCIUIaHTaTa
(HT), ocraloTcsg OCHOBHBIMM IPUYMHAMU TpaHCIUIaH-
TallMOHHON JeTanbHOCTA. COBpeMEHHBIE METONBI MPO-
GUIaKTUKU U JIeYeHUS MHOEKIIMOHHBIX OCJIOXHEHUM
BKJIIOUAIOT IIMPOKUMA CIIEKTP aHTUMUKPOOHBIX U MPOTH-
BOBOCHIAJIUTEIbHBIX CpeacTB. OCIOXHEHMS, CBSI3aHHBIC
C UMMYHOMNATOJIOTUYECKUMHM MpOoIeCCaMM, KOHTPOJIUPY-
I0TCSI UMMYHOCYIIPECCUBHBIMU, UMMYHOMOIYJIUPYIOII -
MM CpeACTBAaMM, B TOM YHCJIe TAPIreTHBIMU IperapaTaMu
U KIJIETOYHBIMU TEXHOJOTUSIMU (BBEACHME ITOHOPCKMX
Me3eHXMMaJIbHBIX CTBOJIOBBIX KJIeTOK (MCK)). dakTopsl
prucka MaHM(ECTalluM U IIPOrPecCUpPOBAHUSI HEPEIKO
€IUHBI JUTS1 pa3HbIX TOCTTPAHCIUIAHTALIMOHHBIX OCJIOXKHE-
HUIi, a y YaCTU MAllMEHTOB OHU Pa3BUBAIOTCSI COYECTAHHO
WIN MOCJIeA0BATEIbHO, YTO 3HAYMMO YXYIIIaeT IMPOTHO3
U 3aTPYOHSIET IIPOLIECC JIeYCHUS.

AcconuupoBaHHAsl ¢ TPaHCIUIAHTALME TpomMOoTHYe-
CKas MHKPOAHTHONATHS

OnpHuM u3 paHHux ocnoxHeHuit amto-TI'CK, cBsizaH-
HBIX C MOBpexXaeHueM sHpotenus, aBisgercs TA-TMA,
KOTOpasl  XapaKTepu3yeTcsl  MUKPOAHTHMOIIaTUIEeCKOM
TEMOJIMTUYECKOM aHeMUEe, TPOMOOLMTONEHUE MOTpe-
O7eHus 3a cuyeT oOpa3oBaHUSI TPOMOOB B MHUKPOCOCY-
IHUCTOM pyCie W, KaK CIeACTBUE, — NUCOYHKIIUEH HIIIe-
MU3UpOBaHHBIX opraHoB. TA-TMA accouuupoBaHa co
3HAYUTEJIbHBIM CHIDKEHHEM BBIKMBAEMOCTHU MOCIIE aJlIo-
TI'CK. TA-TMA gBnsieTcsl pe3yabTaTOM CJIOXHOTO MaTo-
(GU3MOTOTUYECKOTO Ipoliecca IOpaXKeHUsT SHAOTETUS
y TIPeApacroIOKEHHBIX ITallMeHTOB, OIIOCPEAOBAHHOIO
KOMOMHALIMEH pPa3IWYHBIX IMOBPEXAAIOIINX (HaKTOPOB:
peXuMa mpeaTpaHCIUIAaHTAlIMOHHOTO KOHIMIIMOHUPOBA-
HUSI, UHTMOUTOPOB KanblimHeBpuHa, PTITX, nHdexkunii,
MMPOBOCHAIUTENIBHBIX ITUTOKMHOB. YacTtoTa BcTpeuae-
mocti TA-TMA, 110 JaHHBIM Pa3TUYHBIX UCTOYHUKOB,
mrpoko BapbupyeT oT 0 10 74 %, 4TO CBSI3aHO C OTCYT-
CTBUEM CTaHAAPTU3UPOBAHHBIX MOIXOA0B K TMAaTHOCTUKE
JIaHHOTO OCJOXHeHus [4—8].

IMatorene3 TA-TMA BkiI0YaeT MOBpeXICHUE DHIO-
TeJIMAJbHBIX KJIETOK C Pa3BUTHUEM ITPOTPOMOOTUYECKOTO
U TIPOBOCITAJIUTEBHOTO CTaTyCOB, aKTMBAallUeil aHTH-
TEHIIPE3CHTUPYIOIINUX KJIETOK M JUM(OLMTOB, KOMIIO-
HEHTOB KOMIUIEMEHTa U 00pa30BaHUEM MUKPOTPOM-
00B. B Hacrosimiee BpeMsl rumore3a «IBOMHOTO ymaapar»
MBITaeTCsS] OOBEAMHUTH MATOTEHETUUECKME MEXaHU3MBbI
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TA-TMA. «IlepBblii ynap» MpOU3BOAUTCS CTAaHIAPTHBIMU
MOBPEXKIAIOIMIMMU SHIOTSINATBHYIO KJIETKY (DaKTopaMu
(HampuMep, MPOBOCHATUTEBHBIMU LIMTOKWUHAMM), BO3-
HUKAIOIIMMHM BCEACTBME XMMHUOTEPAITMY MPU KOHIULI -
OHUPOBaHUM, UH(MEKIIUU, JIy4eBOU TepaIruu, HEIOJHOM
COBMECTMMOCTHU IOHOpa M pelumnueHTa. «Bropoit ymap»
HaHOCAT MHIMOUTOpH! KanbuuHeBpuHa 1 mTOR, Tske-
nble nHpekuuu mnocie TI'CK. LuknocropuH U Takpo-
JIMMYyC, ucronbdyemble s npodunakruku PTIIX, crio-
COOCTBYIOT IMOBPEXICHUIO SHIOTEIMS 3a CYET MPSIMOTO
LIUTOTOKCUYECKOTO BO3ICUCTBUSI, arperaiuy TpoMOOIIH-
TOB, TOBBIIIEHUS (pakTopa Bunnedbpanma u TpomMOGoMO-
IyJauHa, U3MEHEHMI B PEryIsIiUM KOMIUIEMEHTa U CHU-
SKEHMST MPOAYKIIMYU MPOCTAllMKINHA U OKcuaa aszora |9,
10]. UmeroTcst maHHbIE, CBUASTEIBLCTBYIOIINE O TOM, YTO
puck TA-TMA Bo3spacraer enie 6osee y TeX, KTO TOIy-
yaeT MHTUOUTOPHI KaJIbIIMHEBPUHA B COYECTAHUU C PEXKU-
MaMM KOHAWILIMOHUPOBAHUS, COIepKalluMu OycynbdaH
u nukinogocdamup [11]. B psne cayuaeB TA-TMA nipu-
oOpeTaeT TSKeloe TeUeHNe, HO TakKe HepelIKo pa3pela-
€TCSI MIPU CHIDKEHUM M03bl MHIMOMTOpPA KaJblLIMHEBPUHA
WM ero 3aMeHe Ha JpYroi mpenapar ijisi npoduiakTh-
xku PTIIX. AyroricuitHoe MccienoBaHue IOKa3ajao, YTo
y mauueHToB ¢ octpoil PTIIX HaGmomaercst 4-KpaTHoe
yBeauueHue yactotbl TA-TMA no cpaBHEeHHMIO ¢ 0OJb-
HbiMu 0e3 Hee [12]. PazButue TA-TMA Ha ¢one PTIIX
CBSI3BIBAIOT C IMOBPEXICHMEM SHIOTENINSI, BTOPUYIHBIM
M0 OTHOIICHUIO K YBEJIMYCHUIO [UPKYIUPYIOMIMNX IIUTO-
KMHOB, CHIKEHHUIO 3HIOTEIMAIbHBIX (PAKTOPOB POCTA,
aKTUBAIlUM KOATyISIIIMOHHOIO Kackaga U IPSIMOMY
TMOBPEXKICHUIO SHIOTEIUS] IIUTOTOKCHMYECKMMU TOHOP-
ckumu T-xierkamu [13].

Wndekumn, accouuupoBaHHBIE C ITOBBIIICHHBIM
puckoM paszButus TA-TMA, BKIIIOYAIOT acrepruiies,
BUPYCHBIE MHGMEKIIMU (IIMTOMETaJOBUPYC, aIeHOBHUPYC,
mapBoBupyc B19, Bupyc reprieca yenoBeka 6-ro TuIa,
noauomaBupyc) [14—19]. IloBblieHHBIE YPOBHU TPOM-
OoMoIyaMHA, WHTMOWTOpa aKTUBaTOpa IJIa3MUHOTEHA
Ttumna 1, uHTepneiiknHa-8 u raMMa-uHTepdepoHa HabIIIo-
JIaJuCh y MAlleHTOB C BUPEMUE, UTO, BEPOSITHO, UTPaeT
poab B maroreHese [20, 21].

Hng nnarHoctnku TA-TMA Haubojiee 3HaUMMBIMU
SIBJIIIOTCS  KJIMHUKO-JTa00paTOpHbIE KPUTEPUH, IIpel-
CTaBJIeHHbIE B Ta0. 1.

B mocnemnue romel momxonm K JseyeHuio TA-TMA
pa3BUBAJICSI HA OCHOBE 0OoJjiee IIYOOKOro TMOHMMAaHUS ee
naropusuonornu. [lpodunakTuyeckue Mepbl, TaKue
Kak TIpeaynpexacHrue 3SHIOTeINAIbHON TOKCUYHOCTH,
VHOEKIUY U ONTUMU3ALMS PEKUMOB KOHIUIIMOHUPOBA-
HUSI, MOTYT CBECTU K MMHUMYMY MOBPEXICHUE SHIOTEIINS
[24]. OnTumanbHasa noaaepKMBaloIIas Teparus, BKIoJast
MMHUMU3AIIIO TPaHChY31il KOMITOHEHTOB KPOBH, JICUCHUE
apTepUabHOI TUIIEPTEH3UN 1 PaHHIOI TePaIrMio MHMeK-
LU, SIBJISIETCS KJIIOUEBBIM 3JIeMeHTOM JieueHus TA-TMA.
JonomHUTENIbHBIE TepareBTUYECKUE OIIUKM  BKIIOYAIOT
OTMEHY HMHTHMOMTOPOB KaJbLIMHEBPMHA, IUIa3Madepes,
MpUMeHEeHUe puTykcumaoa, nedudporuaa u aKyiIm3ymaoa.
CBoeBpeMeHHasl IMarHOCTUKA U pPaHHEee Havyajao JICUCHUS
TA-TMA MoryT NpMBECTH K YIYUIIEHUIO PE3YIBTaTOB.
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Tadmuma 1. Juacnocmuueckue kpumepuu TA-TMA [22, 23]
Table 1. Diagnostic criteria for TA-TMA [22, 23]

naTus, JMATHOCTUPOBAHHASI NPU OMONCHH TKAHH
angiopathy diagnosed on tissue biopsy

B. JIaGopatopubie u Kaunndeckue Mapkepsi TA-TMA
B. Laboratory and clinical markers of TA-TMA

Mapkep XapakTepucTuka
Marker Characteristic

1. Jlaktatneruaporenasa (JIZII)
Lactate dehydrogenase (LDH)

KoHueHTpanus B KpoBu 6ojiee BepXHeil rpaHMIIbl BO3PACTHO HOPMBbI
The concentration in the blood is more than the upper limit of the age norm

0630pb! nuTepatypbl // Literature reviews

2. [porennypust
Proteinuria

3. ApTtepuanbHasi TUTIEPTEH3USI

CooTHollleHre OeJT0K/KpeaTUHUH MOYHU > 2 MT/MT

Urinary protein/creatinine ratio > 2 mg/mg

Bospact 6osbHOTO < 18 JIeT: apTepuaibHOE JaBJIeHUe Ha YPOBHE 95-T0 MPOLEHTHIIS
JUTSI COOTBETCTBYIOIIIETO BO3PACTa, 10JIa M POCTa

Bo3spact 6osbHOTO > 18 s1eT: apTepuaibHoe naBieHue > 140/90 MM pr. CT.

Arterial hypertension

Patient age < 18 years: blood pressure at the 95" percentile for age, sex and height

Patient age > 18 years: blood pressure > 140/90 mm Hg

4. TpoMGoOLIUTOTICHUS de novo

De novo thrombocytopenia

5. AHemus de novo
De novo anemia

6. [Ipu3HaKM MUKPOAHTUONIATUI

Signs of microangiopathy
7. AKTUBALMsI KOMITOHEHTOB KOMILJIEMEHTA
Activation of complement components

TpOMOOIIMTOIIEHUS C KOJIMYECTBOM TpoMOoIMToB < 50 x 10°/11 i CHIKEHUEM KOJTMYeCTBa

TpoMGoOILMTOB Ha > 50 %

Thrombocytopenia with a platelet count < 50 x 1(P/L or a decrease in platelet count by > 50 %

TeMorI0OMH HIXKE BO3PACTHOM HOPMBI MJTM aHEMUST, TPeOYIoIIast TpaHC(hY3MOHHOM OIS PKKI
Hemoglobin below normal age or anemia requiring transfusion support

YBenuueHue ypoBHsI LIM30LMTOB B epudepuyeckoii KpOBU MIIM TMCTOJOTMYECKUE TPU3HAKKI

MUKPOAHTUOIIAaTUU B 0613331_16 TKaHN

Increased peripheral blood schizocytes or histological evidence of microangiopathy in a tissue sample

[ToBbiieHne koHLeHTpauuu sC5b-9 B CbIBOPOTKE BbILlIE HOPMbI
An increase in the concentration of SC5b-9 in serum above normal

|
IIpumeuanue. 2 + 7 — npu duaeroze TMA npoenocmuuecku Hebaa2onpusmHoie NPU3HAKU.

Note. 2 + 7 — with TMA diagnosis, prognostically unfavorable signs.

B cBsi3M C M3BECTHOI pOJIbIO aKTUBALMKA CUCTEMBbI
KomIieMeHTa B pa3BUTUM TA-TMA MOHOKJIOHAIbHOE
AHTUTEJIO AKYIM3yMad BcCe yallle MCIOJIb3yeTcs s Jeue-
HUSI MAlUMUEeHTOB C JaHHBIM OCJOXHEHUEM. DKyJIn3ymad
MpeacTaBisieT coboit r'yMaHU3MPOBAHHOE MOHOKJIOHAJb-
Hoe aHTuTe0 MPoTuB C5, KOTopoe OJOKUPYET aKTUBALIUIO
KOMILJIEMEHTA U MpeaoTBpaniaeT odpazoBaHue MeMOpaHoO-
aTakyrouero komiuiekca. OmnyOIuMKoBaHHbBIE JIUTEpaTyp-
HbI€ TaHHbIE M0 MTPUMEHEeHHI0 3KynInu3ymada npu TA-TMA
OrpaHUYEHbl HEOOJIBIIIMMU PETPOCTIEKTUBHBIMM UCCIIEI0-
BaHUSIMU. Tak, MPOCIEKTUBHOE MCCJeI0BaHUE I10 TPH-
MeHeHMIo 3Kyau3ymaba y 64 nereit ¢ TA-TMA nokasaio,
YTO TIpM HaOJIIOACHUHU B TEUEHUE ToJa OTBET Ha Teparuio
otMmeuaicst B 64 % ciydaeB, a oOIIas BBDKMBAEMOCThb
cocraBuia 66 %. Cpeny yMepPLINX Y 2 OTMEYEHO paspeLie-
Hue TA-TMA, a y ocTajibHbIX 27 COXpaHSIIUCh MPU3HAKU
aktuBHOi TMA Ha mMoMeHT cMmeptu [25—28]. TMauueH-
TaM ¢ TA-TMA MoxeT He MOoTpeOoBaThCsl MOXU3HEHHAS
Tepanus 5Kyau3ymaboM, IOCKOJbKY Hajluuue akTopa
TOBPEXICHUST SHAOTEUST U JAUCPETYIISIIMNA KOMILIEMEH-
Ta B OOJILIIIMHCTBE CIydyaeB HOCHUT BPEMEHHBIN XapakTep.
YeneuiHoe npekpalieHie Tepanuu ObUIo MPOAEeMOHCTPU-
pPOBAHO B HECKOJIBKMX MCCIIEIOBAHUSIX, U TOJIBKO B OJTHOM
MOATBEPKIEHHOM pElUANBE, TAe MalMEeHT OTBeTU Ha
MOBTOpHOE BBeAeHMUe O03bl [25]. OTKa3 oT aKynu3zymada
cJeyeT paccMaTpyBaTh TOJIBKO TOCJIE TOJHOTO UCYE3HO-
BEeHUsI reMatosioruueckux Mapkepos TMA u noJiHoi 610-
KaJlbl KOMILJIEMEHTA.

HenocratounocTs TPAHCIIAHTATA

HT onpenensiercst Kak HECIIOCOOHOCTh JOCTUYD YCTOM -
yuBOU yHKIMM TpaHcIuiaHTaTta nocie amio-TTCK. Tpu
3TOM BCTpevaloTcsl paziudyHble ciydau HT, ocHoBHbIE
JNe(UHUIIMN KOTOPBIX MPEICTaBIEHbI B Ta0I. 2.

Oomastuacrora HT cocrasisier MmeHee 5 %, yarie BcTpe-
YyaeTcsl y NallMeHTOB MOCJie TPaHCIUIAHTALIMKY TarjouIeH-
TUYHBIX CTBOJIOBBIX KJIETOK — TpuMepHo B 10 % ciyyaeB
[30—32]. O10 ocnoxHenue amno-TI'CK cBsg3aHo co 3Ha-
YUTETBHON 3200JIEBa€MOCTBIO M CMEPTHOCTHIO, B TIEPBYIO
ouepeb OT MHMEKIINIA U TeMOpparndecKrx OCIOKHEHUIA.

Otuonorusg HT B OonbIIMHCTBE cayyaeB MHOTOdak-
TopHasl (Tab. 3).

Hexkotopslie (haktopsl prcka pazsutust HT (crieuudu-
Ka OCHOBHOTO 3a00J€BaHUsI, HEAOCTATOUHOE KOJIMYECTBO
CTBOJIOBBIX KJIETOK B TpaHCILIAHTATe, PEKUM KOHIUIIMO-
HUPOBaHUsI, HaJM4KMe TOHOP-CIEHU(GUISCKUX aHTUTE,
TSDKENbIe alJIOUMMYHHbIE TTPOLIECChI) COBMAIaloT ¢ (ak-
TOpaMU PUCKa JAPYTMX MOCTTPAHCIIAHTALIMOHHBIX OCJIOX-
HeHuit, moatomy HT Hepenko coveraercss ¢ TeuyeHUEM
Tskenbix uHgexkunit, PTITX, TA-TMA [33]. HapyweHue
MMKPOOKpYkeHus1 B KM cuuTaercsi 0CHOBHOI TPUUYMHOM
JUIMTEJIbHOM 1tuToreHnu u BropuyHoit HT mocne amno-
TI'CK. IMockonbky MCK gBAsSItOTCS MYJBTUIIOTEHTHBIMU
MPEeNIeCTBEHHUKAMM JIJII  HECKOJIBKMX KOMITOHEHTOB
MMKpPOOKpykeHus1 B KM, OHU MOTyT MIpaTh KJIIOUEBYIO
POJIb B MPOIIECCE BOCCTAHOBJIEHMSI KOCTHOMO3TOBOTO KPO-
BeTBopeHus npu HT.
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TepmuHosorus Onpenenenne ITpumeuanue
Terminology Definition Note

[NepBUYHast HEMOCTATOYHOCTh
TpaHCIIaHTaTa (MepBUYHOE
HETIPUKUBIICHIE)

Primary graft failure (primary
non-engrafitment)

AGCOJTIOTHOE COfiepXKaHue HEUTPO(MUIOB B KPOBU
<0,5 % 10°/n Ha +28-i1 neHb, remorioouna < 80 /i
u TpoMOoruToB < 20 % 10°/11

Absolute blood neutrophil count < 0.5 x 10°/L on day
+28, hemoglobin < 80 g/L and platelets < 20 x 10°/L

[pu ucroab30BaHUKM KOHIUIIMOHUPOBAHKSI C TOHUXKEH-
Hoii nHTeHcuBHOCTBHIO (PUK) Tpebyercs nmoareepxaeHue
(XMepu3M) TOHOPCKOTO MTPOUCXOXKIECHUST KIIETOK.
Ipu TpaHCIUIAaHTALIMK TTYTTOBMHHOI KPOBH MOKa3aTesn
OLIEHMBAIOTCA Ha +42-11 JeHb
When using RIC, confirmation (chimerism) of the donor
origin of the cells is required. For cord blood transplantation,
the indicators are estimated at +42 days

ITpu ucnonszoBanuu PUK:
moTepst TOHOPCKOTO KPOBeTBOpeHust 10 < 5 %

Bmopuunas HT Ab6coaromuoe codepcanue Helimpoghuaos 6 Kposu
< 0,5 x 10°/a nocae nepeoHauanbHO20 NPUNCUBACHUS,
He c6513aHHOe ¢ peyuousoM, UHpexyueil ulu nexap-
CMBEHHOIU MOKCUYHOCHbHO
Secondary graft failure Absolute blood neutrophil count < 0.5 x 10°/L after

When using RIC: loss of donor hematopoiesis up to < 5 %

initial engraftment, not associated with relapse,

infection, or drug toxicity

TunodyHKIMS TpaHCILIaH-
TaTa
Transplant hypofunction

OTl'Op)KCHI/IC TpaHCIlJIaHTaTa

nocie +28-ro nHs

Transplant rejection
initial engraftment

2- WK 3-poCTKOBAsI LIMTONEHUS > 2 HeJL,

Two or three line cytopenia > 2 weeks after +28 days

AOGCOIIOTHOE coziepKaHre HEUTPo(PUIIOB B KPOBU
< 0,5 x 10°/1 mocte epBOHAYATEHOTO MTPYKUBIIEHIUST
Absolute blood neutrophil count < 0.5 x 10°/1 after

TIpu HaTMYMK TOHOPCKOTO XUMepH3Ma > 5 %

1In the presence of donor chimerism > 5 %

HT, BbI3BaHHAsI IMMYHHBIM OTTOPXXKEHHEM JTOHOPCKUX
KJIETOK KJIETKAMU PEIUITHEHTa
Graft failure caused by immune rejection of donor cells by
recipient cells

Ta6muua 3. @axmoput pucka pazeumus HT [29]
Table 3. Risk factors for the development of graft failure [29]

Hpez[TpchnﬂaHTauuongle TPYAHO

Moaudunupyembie (haKTOpbI
Pre-transplant hard-to-modify factors

HesnokauecTBeHHOE 3a001eBaHUE

IIpeaTpaHCIIIAHTAIIOHHBIE JIETKO
Moauunupyembie (haKTOpbI
Pre-transplant easily modified factors
Henonnas coBmectumocts ¢ foHopom 1o HLA  MlctouHMK reMonosTruyeckux cTBoioBbIX KieTok (I'CK)
KoHaumoHupoBaHue

Hepu- MOCTTPAHCIVIAHTAIIMOHHbIC

cdakTopbi
Peri-post-transplant factors
KommuectBo kietok CD34*
BupycHbie uHpexkru

ITporpeccust OCHOBHOTO 3a00JIeBaHUSI Jerutenust T-kieTok PTITX
OO61MpHbIA Hhrdpo3 KkocTHOro mosra (KM) TOKCUYHOCTb JIEKapCTB
CpenHuii Bo3pacTt J0HOpa

CruieHOMeranust

Incomplete HLA match with the donor Source of hematopoietic stem cells CD34* cell count
Non-malignant disease Conditioning Viral infections
Progression of the underlying disease T-cell depletion GVHD
Extensive bone marrow fibrosis Drug toxicity

Mean age of the donor
Splenomegaly

Ileperpyska xene3om
HLA-anTurena

JlnmuTenbHbIi TpaHCdY3MOHHbII aHAMHE3

Iron overload
HLA antibodies
Long history of transfusion

Me3eHxuMaJbHbIE CTBOJIOBbIE KJIETKH

MCK — 3TO MyJBTUIIOTEHTHBIE CTBOJIOBbIE HEreMo-
MMOSTUYECKIE KIJIETKH, O0JIamalolire BeIpaXKeHHBIM peria-
pPaTMBHBIM MOTEHLIMAJIOM OJlarogapsi CriocCOOHOCTU Au(-
(epeHIPOBaTLCS B KICTKM PA3IMYHBIX COMATUICCKHUX
JIMHUM U B TIEPBYIO OYePeIb — B KJICTKA ME30JePMaIbHOTO
mpoucxoxaeHus: [34], BO3MOXHOCTUA IPOAYLIUPOBATh
OOJIBIIION CHEKTP IUMTOKWMHOB M POCTOBBIX (haKTOPOB.
MCK moryT ObITh BBIAEIEHBI U3 MHOTUX TKAHEH, TaKUX
kak KM, >xupoBasi TKaHb, ITyIOBUHHASI KPOBb U TIJIaLICHTA.
B KM MCK auddepeHIMpyoTcs B KJIETKHA cTpoMbl KM,
OCTEOLIMTHI, OCTEO0JIACTHI Y SHAOTEIMATbHBIC KIIeTKU. Bece
3TU KJIETKU 00pa3yroT MUKpooKpyxkeHrue KM, u3BectHoe
kak Huia 'CK, u moanepxuBaroT KpoBeTBopeHue [ 35, 36].
IMoMuMoO crocoOHOCTM TMomAepXKuBaTh remonoa3, MCK
CITOCOOHBI MOIY/IMPOBAaTh MMMYHHBIE peakinu (Ta0. 4),

B TOM 4ucJyIe 6jaromapst IpoayKIIMY [IUTOKUHOB 1 (haKTo-
poB pocrta [34, 37], uyTo M mo3BoJIsIeT Ucnonb3oBaTh MCK
st negenust PTITX nocie amuto-TI'CK [38, 39].

BaxxHo, 4TO IS TepareBTUUYECKOTO WCITOIb30BaHMS
MCK Moryt OBITb J€TKO pa3MHOXEHBI M COXpaHEHbI
MmyTeM KpUOKOHcepBaluM. KyJasTHBUPOBAaHHBIE ex Vivo
MCK, monydyeHHbIe OT CTOPOHHETO JOHOpPA, MOTYT OBITh
WCTIOJIb30BaHBI [IJIST MAIIMEHTOB 03 yuyeTa COBMECTUMOCTH
no HLA, tak kak MCK crniocoOHbI n306eraTh ajsIoreHHOTO
OTTOPXEHUS OJ1aromapst OTCYTCTBUIO SKCIIPECCUN MOJIEKYJT
HLA II knmacca, a Takke KOCTUMYJMPYIOLINX MOJEKYII
CD80, CD86 1 CD40 [40, 41]. baromapst 3TuM CBOMCTBaM
MCK npumenstoT mist tepanuu HT u PTIIX nocne amro-
TCT'K (cMm. Tabm. 4).

MCK 00bIYHO BBOASIT B BUJE IMOBTOPHBIX MHDY3Mii
npuMepHo 1o 2—3 x 10° kjgeTok Ha 1 Kr Maccel Tea
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Tabmuma 4. Bausnue MCK na knemounbiit u eymopansholii omeemot [37]
Table 4. Effect of MSCs on the cellular and humoral responses [37]
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Knerku-mumenn MexaHu3M AeiCTBUS
Target cells Mechanism of action

AJUTOTE€HHBIE 3peJible TUMQOIUTHI
Allogeneic mature lymphocytes

AHTHTIEHITPE3EHTUPYIOIINE KIICTKU/ICHIPUTHbIE
KIIETKHU

Antigen presenting cells/dendritic cells

Murubuposanue nponudepaium
Proliferation inhibition

WHrubuposaHue nposndepaiyu 1 co3peBaHus

MurnbupoBaHue aJUTIOTeHUHIYIUPOBAHHOM T GepeHIMPOBKI

n3 CD34" npeaiecTBEeHHUKOB U MOHOLIUTOB
Hapymrenne GyHkmmm
Inhibition of proliferation and maturation

Inhibition of allogeneic-induced differentiation from CD34" progenitors and monocytes

T- u B-numdponuTsr
T- and B-lymphocytes

T-nmumbouunTh

T-lymphocytes

B-1umMbonnTs
B-lymphocytes
HatypanbHble KIJLIEpbI
Natural killers

Impaired function

MHrubupoBaHue asiopeaKTUBHOM Mpoudepaiu
Inhibition of alloreactive proliferation

Crumysnsinus odpazoBaHus T-peryasiTOPHBIX M CYTTPECCOPHBIX TUMMOLIUTOB
WHrubuposaHue odpa3oBaHUs IMTOTOKCUYECKUX JTUMGBOLIMTOB

(6e3 CHDKeHUST aKTUBHOCTH Y€ 00pa30BaHHbIX)

Stimulation of the formation of T-regulatory and suppressor lymphocytes

Inhibition of the formation of cytotoxic lymphocytes
(without reducing the activity of already formed ones)

Hapymenue nuddepeHunpoBaHus B TIa3MaTUYECKUE KIETKH

Impaired differentiation into plasma cells

CHUXeHUE aKTUBHOCTH
Decreased activity

MalMeHTa C UHTePBAJIOM B Hefeto. Omy0IMKOBaHbI TaK-
K€ JaHHBIE O BO3MOXHOCTU BHYTPUKOCTHOTO BBEACHUS
MCK npu tepanuu pedpakrepHoit PTITX ¢ runobyHk-
e TpaHcruianrara [37].

Knnnuyeckuid coryvaii

Ilayuenm @D., 6 nem, ¢ OCHOBHbIM KAUHUHECKUM Oua-
2HO30M <«OCMpbLiL Aumgobracmublil aetiko3, BII-ummyno-
nodeapuanm, uyewmpanvhas Heperas cucmema (IL[HC) —
cmamyc 1. Ilepgas Kaunuko-eemamonoeuveckas pemuc-
cusa. Ilpoepammnas mepanus 6 pamKax HnpPOMoKoOAa
ALL IC-BFM 2002. Pannuii KOMOUHUPOBAHHDBII KOCMHO-
mozeoeoi u ITHC-peyuous. CocmosiHue nocae mepanuu
no npomokoay ALL REZ BFM 2002. Iloanas xaunuko-
eemamonoeuteckas pemuccusi, Hecamuenviii MOBb-cmamyc
(MuHUManbHAS ocmamouHasn 6oae3ny)». [layuenm nocmy-
nun 6 omdenenue JITKM oas nposedernus smana anno-TICK
om HLA- eanaoudenmuunoeo donopa (mamepu,).

B pamkax cmandapmuoeo muenroabaamueno2o nped-
MPAHCAAGHMAYUOHHO20  KOHOUUUOHUPOBAHUSI  NPOBEJeHO
momanvrnoe obayuenue meaa (TOT) e cymmaphoii 0doze
12 Ip (pazoeas doza — 3 Ip), eéseden smonosud 60 me/ke.
Ipogpunaxmura PTIIX exarouana: pumyrcumad 375 me/m?
Ha —1-i1 denw, abamauenm 10 me/ke na —1, +7, +14, +21,
+28-11 OHu, nocmmpauncnaaHmMayuoHKbLI YUKA0Ppochamud
50 me/xe na +3, +4-it Onu, yuxasocnopun A 6 cmapmogoi
doze 2 me/Ke nod KOHMpPoOAEM MOKCUMHOCMU U KOHYeHmpa -
yuu 6 kposu. Konduyuonuposanue na gone cmanoapmuoi
CONPOBOOUMENbHOL mepanuu neperec y0081emeopumensHo.
B xauecmee ucmounuxa I'CK ucnoavzosasca KM. Kiemou-
nocmo CD34"-mpancnaanmama cocmaséaina 3,2 x 10° na
1 ke maccol meaa peyunuenma. B pannem nocmmpancnian-
MAUUOHHOM NepUode 0MMe4aroch pazeumue UHGeKyUOHHbIX
ocaodcHeHull: opoapuneeanvholii mykosum I cmenenu,
Hetimponenuueckuii snmepoxoaum Il cmenenu. Ilo danubim
MUEA02PAMMbL U UCCAD08AHUS 2eMONOIMUHECK 020 XUMEPU3-

ma Ha +28-ii denv om TICK koncmamuposano nepsuunoe
HenpuicusieHue MpaHcnAaHmama.

Coenacno cmandapmy edeHust NAYUEHMO8 ¢ NePEUUHbBIM
HenpuicusieHueM MpaHCHAGHMAMA, Y4UMbIBAs. BbICOKUE
PUCKU NpOcpeccuu OCHOBHO20 3a004e8aHUs U DPA3GUMUSL
amanbubiX UHDEKYUOHHBIX 0CAOJNCHEeHULI Ha (hoHe anaa-
3Ul KpOBemeopenus y 0aHHo20 00AbH020, a MakKdice 88udy
OMCYMCMEUsl aNbMepHaAmuUeHo20 0OHOPa, NO Pe3yabmamam
npoBedeHH020 KOHCUAUYMA NPUHSAMO PeuleHUe 0 8bIN0AHEeHUU
nosmopuotii arno-TICK om moeo yce donopa ¢ npumerenuem
MUen0adaamueHo20 pexcuma KoHOUUUOHUposanus. B kaye-
cmee UCMOYHUKA MPAHCHAGHMAMA UCHOAb308AAUCH MOOU-
AU3UPOBAHHBIE NepugheputecKue CMeoa08ble KAemKU 0OHO-
pa. Ilposedero Konouyuonuposanue 6 obseme: rydapabun
90 me/m?, meagpanan 140 me/m?. Ilpoguraxmuxa PTIIX
exnouana: abamayenm 10 me/ke na —1, +7, +14, +21,
+28-it Onu, pumyxcumad 375 me/m? na — 1-ii denv, moyu-
ausymab 8 me/Ke, NOCMMPAHCHAGHMAYUOHHBLI YUKA0POC-
gamuo 50 me/ke 6 onu +3, +4, maxpoaumyc 6 cmapmoeoii
dose 0,04 me/Kke nod Konmposem KOHyeHmpauuu npenapama
8 kposu. Konouyuonuposanue u mpaHcnAaGHMayuo nayu-
eHm nepenec y0061emeopumensHo Ha @one cmaHoapmuoi
conposodumenvroit mepanuu. Knemounocms CD34"-mparc-
naaunmama cocmaensna 13,4 x 10° na 1 ke maccer mena
peyunuenma. Boccmanosaenue aelkouumaprHozo pocmka
3agukcuposano Ha +80-e cymku, na +89-e — npusicusaenue
O MpoMOOYUMApHOMY POCHIKY.

B pannem nocmmpancnaaumayuonHom hepuode omme-
4an0ch pazeumue UHQEKYUOHHbIX 0CA0NCHeHUTl (Hellmpone-
Huuveckuli sumepoxoaum Il cmenenu, opogapuneeanvhoiii
mykozum Il cmenenu), ycnewHo Kynupo8aHHmwviX HA (hoHe
conposodumenvroi mepanuu. Ha +5-e cymxu om nosmop-
Hoi anno-TICK Oduaenocmuposansvl KAuHUKO-1ab60pamop-
Hble nPOsI8AeHUs. CUHOPOMA IHOOMEAUANBHORO NOBPENCOeHUs
(no6bIUIEHHOT KANUAAAPHOU NPOHULAEMOCIU) 6 8Ude pe3u-
CMEeHMHOCMU K 2eMOMPAHCOHY3UAM, MEHOCHUUU K 3a0epicKe
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ACUOKOCMU, ROAUCEPOIUMA, 2eNAMOCHACHOMe2ANUlU NO OaH-
HbIM YAbMPA38YK08020 UCCACO0BAHUS, 2UNOANLOYMUHEMUU,
Koaeynonamuu. Ha gorne npoeodumoii mepanuu degubpo-
mudom 25 me/ke/cym u cmaHOapmuoil NpoQUAGKMUKU
npenapamamu ypcoo0e30Kcuxoneeoi Kuciomol, HU3KOMoAe-
KYAAPHbIM 2eNapUHOM 8 meyeHue Hedeau nposiéAeHUs NOAHO-
CMbI KYRUPOBAHDL.

Yepes 2 mec nocae nposedenus nosmopuoil aino-TICK
y pebenka manugecmuposara TA-TMA, kaunuxo-rabopa-
MOPHBIMU KPUMePUIMU KOMOPOU A8UAUCH CAe0VIuUe:

- npogedenue 6 anamuese arno-TICK;

- CIOLIKAs apmepuanvHas eunepmensus (CUCmoauyecKoe
apmepuanvHoe dasaeHue donee 140 mm pm. cm.);

- OaumenvHas MpOMOOUUIMONEHUs, Pe3UCHeHMHAS
K 3aMeuarouum mpancgysuam,

- NoBblUEeHUE YPOGHS WU30UUMO8 8 KDOBU,

- noguiutenHwlil yposers JIIT;

- QHeMUHeCKULl CUHOPOM,

- OaumenvHas mepanus UHSUOUMOPAMU KAAbUUHEBDUHA,

- npomeurypus.

CoenacHo peuwienur) KOHCUAUYMA  8padeli  NPUHAMO
peuleHue o0 npogedeHuu mapeemuoil mepanuu “off-label”
npenapamom sxyauzyma6 (Dauzapus®, AO «TEHEPHYM»)
600 me no cusnenHolM nokazanusm. [lpenapam esoduncs
eJceHe0enbHO O0BYKPAMHO, OCAOJCHEHUL Nnocae 86edeHus
He 3aghukcuposaro. Ilpunumas 60 eHUMaHue KYNupogauue
nposienenuii TA-TMA, a makaice cHudiceHue YpoeHs KoMn.ae-
meuma CH-50 do HopmanbHbix 3HAUEHUIl, 66e0eHUe IKYAU3Y-
Maba 6bL10 npeKpaueHo.

C +71-20 ona nocae nosmoproii TICK y nayuenma
ommeuanacy manugecmayus ocmpoii PTIIX Il cmaduu:
KoxcHas gopma do Il cmenenu, kuweynas gopma do
Il cmenenu, a makdce UHMECMUHAAbHBIE NPOSGACHUS
8 sude duapeu do 6 paz/cym. Ilossunraco dugpgysnas men-
Kasi nSMHUCMO-NANYAe3HAas Cbinb @ 00aacmu mya08uuid,
BEPXHUX U HUMICHUX KOHEYHOCmel, cmon u AadoHel, weu
¢ UHQPUALMPAMUBHBIM KOMNOHEHIMOM, CONPOBONCOAUASCS
soipadcenHvim 3ydom (pucynok). CoenacHo peszysomamam
uccaedoganus Ouonmamog Kodxcu nocae punch-ouoncuu

Ocmpas PTIIX koocroii ghopmbl
Acute cutaneous GVHD

1’2023

TOMNVOL. 10

MemoooM NOAUMEPA3HOU UenHOU peaKyuu He 0OHAPYICeHO
supycog eepneca 1, 2, 6-eo munog, a makace Inuimeiina—
bapp u yumomeeanosupyca. Ilo danusim eucmonoeutecko-
20 UCCAe008AHUS KOHCMAMUPOBAHO HAAUMUE NPUSHAKOS
PTIIX. IIposodurace ummynocynpeccusnas mepanus (HCT)
8 obseme: MemuanpeoOHU30A0H 2 Me/Ke/Cym ¢ nOCMeneHHoll
pedykuyueii 0o3zol 0o 1 me/ke/cym, moyusuzymad 8 me/ke;
abamayenm 10 me/ke; monuyeckas mepanus cpeocmeamu
¢ 2AOKOKOpMUKOUdamu u 040Kamopamu KaibyuHespuHa,
8Hympb HasHa4ancs 6ydeconud. Ha gpone npoeodumoeo neue-
HUSL KOJICHble U UHMeCTUHAAbHbIE NPOS6ACHUS NOAHOCTbIO
HUBEAUPOBAHD.

C +90-x cymok nocne nosemoproii TICK manugpecmu-
P08AN0 NOpAdICeHUe NeHeHU 6 GUOe Y8eAUUeHUS NeYeHOUHbIX
MpanHcamurasz makcumaivHo 0o 30 mopm, buaupybuna 0o
90 mKkmonw/n, eamma-erromamuampancnenmudassl 00
1200 EJ/n, KauHuuwecku — UKMEPUYHOCMb CAUBUCHIBIX
obonouex, ckaep, Koxcu, 3y0 Kodxcu. Ilposedena pedykuus
2eNAMOMOKCUYHbIX NPenapamos, Ha4ama eenamonpomex-
MOpHas U OemOKCUKAYUOHHAS mepanus, 3CKAAuposanda
HUCT memuanpednusononom 1 me/ke/cym ¢ npogedenuem
nyasc-mepanuu 2 me/xke/cym be3 agpgpekma, dasee nocaedo-
samenvHoe HA3HA4eHUue KOMOUHAUUU UMMYHOCYRPECCUBHBIX
npenapamog (MaKpoaumyc, Yukaocnopur A, cupoaumyc,
86edeHue moyuausymaoba, abamayenma). Ha gpone mepanuu
OMMe4anracy cmaduau3ayus MapKepos yumoausa eenamo-
Yumoe u ouaupyouHa.

B meuenue noayeoda om TICK y nauuenma qukcu-
P08ANACy  BBIPAJCEHHAS. UNOPYHKYUS MPAHCNAGHMAMA
no eécem pocmkam — saeiikonenus IV cmenenu enioms 0o
aepauynoyumosa, mpomooyumonenusi 1V cmenenu c eemo-
MPAHCGY3UOHHOT 3A8UCUMOCIBIO O MPOMOOKOHUEHmpama
edcedHesHO, om apumpoyumHuoll e3eecu 2 pasa/ned. [lposo-
Junace NONBIMKA CIMUMYAAYUL ACUKON093a 2PAHYA0UUMAp-
HblM KonoHuecmumyaupyrouum gpaxkmopom (I-KCD) ¢ acka-
aauuet 0o3vl do 10 mke/xe — 6e3 agpgpekma. Jis ouenku
@DYHKUUYU MpaHcnaaHmama u cmamyca 0CHO8H020 3a001e-
BAHUS NPOBOOUAUCH PecYAsIPHble KOCMHOMO3208ble NYHKUUU,
10 OGHHbIM KOMOPbIX COXPAHSIAUCH PEMUCCUSL O OCHOGHOMY
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3aboneeanuro, MODB-Heeamuenblil cmamyc, CMeUaHHbLI
doHopckull xumepuzm: odbuuil, auneinviit CD3* — He menee
99 % oonopckux kaemox, CD34* — 20,7 % cobcmeenHbix
KAemoK.

C yuemom bipadiceHHOU cunOPYHKUUY MpaHcniaumama,
Heaghghekmuernocmu panee npogoOUMOL mepanuu 8 yeasx
80CCMAH0BACHUs MUKPOOKpYdIceHuss 6 KM, a makice 6 pam-
Kax mepanuu Nne4eHo4HoU opmbl cmepoud-pedpaxmep-
Hoil xponuueckoii PTIIX, coenacHo peuwieHuro KoHcUuauyma
CReYUANUCMO8 U NUCOLMEHHOMY CO2AACUI) 3AKOHH020 npeod-
cmagumenss nayueHmy Oblau 66e0eHbl 2anAOUOeHMUUHbIE
donopckue MCK, nonyuennsie uz acnupama KM donopa ICK
(mamepu) u KyabmugupogaHHbvle in Vitro 6 ueasx sKCnaHcuu
Kaemok 6 meuenue 2 naccaxceil. Ungyzuu MCK 6 koau-
yecmee 2—3 man knemok (0,083—0,125 man na 1 ke eeca)
nPOBOOUAUCH eHCEMECIUHO BHYMPUBEHHO CMPYIHO ¢ npe-
MeduKayuel aHMUeUCMAMUHHBIMU NPERnapamamil, 0CA0diC-
HeHUil nocae OaHHOU npouedypol He 3agpuxcuposaro. Ilocae
3 nepsoix egedenuii MCK 6bi1a ommeuena noaoxcumenvHas
OQuHamMuKa 6 gude yayuuleHus GYHKUUYU mpaHcniaHmama —
3aQUKCUPOBAHO BOCCMAHOBACHUE NCUKOYUMAPHO20 POCMKA
(nododepiicanue yposHs Aelikouumos He meHee I movic/MKA
oe3 cmumynsauuu I'-KCD), chusxicenue cemompancghy3uoHHoi
3asucumocmu. Kpome moeo, KoHcmamuposanvl cmabuau3a-
yus, a 6 dasvHeluem U yayuuleHue 6 meueHul ne4yeHoUHol
gopmor PTIIX, nocmenennoe cHudicerue ypogHs OUAupyouHa
00 30 MKMOAB/ A, NEHEHOUHBIX MPAHCAMUHA3 00 15 HOpMm.

B nacmosawee epems uepes 200 om nosémopHoi TICK
MPAHCHAGHMAM Y NAUUEHMA (DYHKUUOHUPYem ¢ MeHee
BbIPAJICEHHOI 2UNOPYHKYUEL N0 8CEM POCMKAM, COXPAHS-
emcst nompebnocmo 6 cmumyaayuu aeiikonossa I'-KC® pas
6 Hedear, 2eMOMpAaHChY3UOHHAS 3A8UCUMOCb OM MPOM-
OOKOHYeHmpama u spumpoyumHoll 836ecu exceHedeavbHas,
COXpaHAemcs 80AHO00PA3HOe MmeUeHue NeHeHOUHOU Gopmbl
PTIIX c Hekomopoii cmabunuzayueil. boavroil npodoasxcaem
noayyamos komburuposanuyro UCT, 6 mom uucae 66edeHus
MCK. Ilo dannbim KOHMPOABHBIX 00CA€008AHUI NO OCHO8-
HOMY 3a004e6aHUI0 COXPAHAEMCS CIMAMYC KAUHUKO-2eMa-
MOAOUYECK O U UMMYHOA02UMECKOU PEMUCCUU, CMEUIAHHDLT
doHopcKull xumepusm (0e3 yxyouieHus).

OO0cyxaeHune

HecMoTpss Ha coBepllieHCTBOBaHHE METOIOB IIPO-
BeneHMus1 U conpoBoauTeabHoi Tepanuu, TI'CK octa-
eTCs TIPOUEAYyPON BBICOKOTO PHUCKA CO 3HAYUTEIbHOU
JIETaJIbHOCTBIO, CBSI3aHHOW C TOKCHMYHOCTBIO PEXKUMOB
KOHIWUIIMOHUPOBAHMS, PUCKOM OTTOPKEHMST TPaHCILIaH-
Tata, UHOEKIIMOHHBIMU, TOKCUIECKUMU OCIOXHEHUSIMU
n passutueM PTIIX. OcTpble oclnoXHEHUs, TaKhe Kak
paHHUE BdHAOTeNuaIbHble ToBpexaeHus, BOb, octpasa
n xpoumdeckasg PTIIX m mHdEKLIMOHHBIE COCTOSIHUS,
OCTAlOTCSI OCHOBHBIMU TMPEMNSTCTBUSIMU [UIST  ycIiexa
TpaHcIiaHTauu. Ilporpecc B mpoBeaeHun awto-TICK
3aBUCUT OT HECKOJBbKUX (PaKTOPOB, BKIIIOYAS aleKBaTHYIO
MpOoPUIAKTUKY U JICICHUE COMMYTCTBYIOIINX OCIOKHEHUIA.

B mocnenHue rompl MOBHICUIACH OCBEIOMJICHHOCTH
o pucke pasButusi TA-TMA y nenmaTpuueckKux peLu-
mueHToB TI'CK. JIOCTUTHYT CylIeCTBEHHBIM Mporpecc
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B TMOHUMAHWU TAaTO(PU3UOIOTUYECKUX MEXaHU3MOB
U OTKPBITUM IIOTEHIIMAIbHO 3(P(MEKTUBHBIX METOIOB
neuenus. Tem He meHee pa3Butue TA-TMA mo-npexHe-
MY COIPSIKEHO C BBICOKMM PHMCKOM IIPOTPeCCHpPOBaHUS
B CMHIPOM ITOJIMOPTaHHOW HEIOCTaTOYHOCTU U CMEPTH,
MO3TOMY paHHEE BBISIBICHME U JIeYCHUE UMEIOT pelliaio-
1ee 3HayeHHe. HemaBHUe uccaenoBaHus ITOKa3alu, YTO
aKTUBAIlSI CUCTEMbl KOMIUIEMEHTa WTrpaeT KIIYEBYIO
poab B MexaHuzMax pas3Butus TA-TMA. Dxynusymad
3apeKoMeHI0Ban cebs Kak 3 @eKTUBHas TeparneBTUYe-
cKasl OMIMS MPU NaHHOM OCJIOXHEHUHU. M cronb3yeMblii
y TallMeHTa IIperapar Dau3apus IOATBEPIW OMoaHa-
JIOTUMHOCTh OPUTMHAJIBHOMY 3KyJM3ymMady B Xome psaa
KIMHUYeCKUX ucciaenoBanuii [41—43]. Takxke ummeeTcs
OIBIT €ro YCIELIHOTO IIPMMEHEHHUS TIpU pPa3IUuYHBIX
TMA, Bximouass TA-TMA [44, 45].

Tepanusi crepoupopesucrtentHoit PTIIX cmyxur
Cepbe3HOI MPOOIEMOI1 151 TPAHCIIJIAHTOJIOTOB, a JIETallb-
HOCTb MPU ITOM OCJOXHEHHU OCTaeTcsl BbICOKoOil. He
MEHEee CIIOKHOM 3a1adeil ABISIETCS OTPENeICHUE TAKTUKU
tepanuu nauueHTa ¢ HT. HecMmorps Ha To, uto HT — pen-
KO€ OCJIOXKHEHUE, JIETaTbHOCTD IIPY HEM MOXKET TOCTUTaTh
100 %, ecnu He OyaeT poBeaecHO 3 (MEKTUBHOE JIeUCHUE.
CraHaapTU3MPOBAaHHOIO METOIa TePaITMy TAKUX MalllueH-
TOB HE CYIIECTBYET, €AMHCTBEHHBIM paauKaIbHBIM Bapu-
aQHTOM SIBJISIETCS TOBTOpHAs TpaHCIUIaHTarus. OmHaKO
3avactyio TnpoBeneHne nosropHoit TT'CK He mpencras-
JISIETCS BO3MOXHBIM BBU/IY HAKOTUIEHHOW OPraHHOM TOK-
CUYHOCTH, BBICOKHX PUCKOB Pa3BUTHUS MH(EKIIMOHHBIX
¥ UMMYHHBIX OCJIOKHEHUA.

bnarogapsi cBoMM MMMYHOMOIYJIMPYIOIIUM M pera-
patuBHBIM cBolicTBaM MCK npeMoHCTpUpYIOT OOoblINe
nepcrekTuBsl B yayumeHun pesyiasratoB TI'CK 3a cuer
MPeaOoTBPAICHUST WIM JICYCHUST KaK MMMYHOIIaTOJIOTHU -
yeckux mnpoueccon, Tak 1 HT. MCK saBastioTcst mpusJie-
KaTEeJIbHOU aJIbTEpHATUBOM [T JIEYEHUS TTALIMEHTOB CO
crepoun-pedpakreproit PTTIX u HT. Ongnako, HecMOTpst
Ha JOCTaTOYHO OOJIbILION HAKOIUIEHHbI MUPOBOM OIBIT
X MPUMEHEHUSI, TaHHBIX 0 0e30MacHOCTU U 3(PDEeKTUB-
Hoctu MCK HemnocTaTouHO, B CBSI3U C YEM COXPAHSIETCS
MOTPEOHOCTh B IPOBEACHUM IIEPCIIEKTUBHBIX KPYITHO-
MacIITabHbIX UcciaenoBaHmii [46—48].

IIpencraBineHHbI HaMU  KIMHUYECKWIA  ciIy4aii
JEMOHCTPUPYET CJIOKHOCTh BEJICHMS TallMeHTOB C COYe-
TaHUEM XU3HEYTPOKAIOIIMX MOCTTPAHCIIAHTALIMOHHBIX
OCJIOKHEHUI. YUMTBIBasSE BO MHOTMX CIIydasiX €IMHCTBO
(hakTOpOB pHUCKa pa3BUTHUS PA3TUYHBIX TSKETBIX OCIOXK-
Henuii ocsie TI'CK, nx coyeTtaHue MOXKET BCTpedaThCs
Y OIHOTO MalleHTa U 3HAYMMO YCIIOXKHSThH JIeYeHUEe 00JIb-
Horo. CTpaTeruu YCIEIIHOIO IIPEIOTBPAIlleHUS] 3THUX
OCJIOXKHEHUI BKJIIOYAIOT PETrYISpHBIA KIMHUKO-J1a00-
paTOpPHBLIA MOHMUTOPUHT M BO3AeiCcTBUE Ha (haKTOPHI
pucka (MCIIOJb30BaHME MEHEe TOKCHUYHBIX METOMMK
KoHnuuuoHupoBaHus u npodunaktuka PTIIX). Tepa-
MU YK€ pa3BUBILIMXCS OCTOXHEHMI Beeraa IMPOBOIUTCS
WHIWBUIYaJIbHO — C YIETOM BCEX OCJIOXHEHMI U pHCKa
UX TIPOrPecCUpPOBaHMSI; HEPEeaKO TpeOyeT NMPpUMEHEHUs
WHHOBAIIMOHHBIX ITOAXOMOB C MCIOJb30BaHUEM IIpe-
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naparoB “off-label”, a TakXke JOMOJTHUTEIbHBIX METO-
JIOB KJIETOYHOI Tepamuu, B TOM YUCJIe UCIIOJIb30BaAHUSI
MCK.

3akioyenue

VY naunenros nocie amno-TI'CK Hepeako BcTpeyaercs
COYETaHME KU3HEYTPOXKAIOLINX MOCTTPAHCILUIAHTALIMOH-
HBIX OCJIOKHEHMH 3a CUeT eAMHCTBA (DAKTOPOB pHCKa MX
pasButus. IlpeacTaBiaeHHBIT HaMU KIMHUYECKUM TIPH-
Mep IEMOHCTPUPYET COYETAaHNE Y OMHOTO MAIIMEeHTa TAKMX
TSKEJIBIX oclioXKHeHM, Kak TA-TMA, crepoun-pedpak-
tepHas xpoHndeckass PTIIX n HT. Tepanusa nomoOHBIX
OCJIOKHEHMI TpeOyeT WHIWBUIYaIU3UPOBAHHOIO IIOJI-
XoJa ¢ Y4eTOM pUCKa UX mporpeccupoBaHus. Hamu mpo-
JIEMOHCTPUPOBAHO YCIICIIHOE IIPMMEHEHUE IIperapara
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aKkynau3ymao “off-label” mng neuenuss TA-TMA, a Takxke
ucrnonb3oBanue MCK st Tepanuu crepou-pedpak-
tepHoii PTIIX u Tsoxemoit HT. 3HauuTenbHbIE ycrmexu
ObLIM JOCTUTHYTHI B IOHUMAHMM POJM KOMILIEMEHTA
B maroreHe3e pas3Butus TA-TMA, B ¢BI3U ¢ 4YeM UHIU-
OMTOp aKTUBALIMU KOMITJIEMEHTA 9KYIM3yMad MpoaeMOH-
CTpUpOBaJ cBoIO apdpekTuBHOCTL pu Tepanuu TA-TMA
y IeTeil U MOXET OBbITh UCIIOJIb30BaH JUISl JICUEHUS 3TOrO
CEepPbE3HOro OCJIOXHEHHUs, a Oyarogapss CBOMM HMMY-
HOMOJYJUPYIOIIMM U pernapaTuBHBIM cBoiictBaM MCK
JEMOHCTPUPYIOT OOJIBIIIME MEPCIEKTUBBI B YIYUIICHUN
pesyabraToB TI'CK 3a cuer MXx MCMonab30BaHUSI B KOM-
IUIEKCHOM Tepamnuy pa3IMYHbIX IMOCTTPAHCIUIAHTALIMOH-
HbBIX OCJIOXXKHEHUIi, B YACTHOCTH TSLKEI0M TMIOoGyHKIIMN
TpaHCIUIaHTaTa U crepoua-pedpaxrepHoit PTIIX.
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CuHoBManbHaa capkoma CpeAMHHOro HepBa NPaBoro nae4ya
(cny4aii 3 npakTUKM)

J.B. Xecranos, M.M. Edpumoa, O.M. Pomanmnosa, B.B. XaiipyaoBa, A.A. Manaxosa, E.B. Muxaiiiosa,
A.3. I3ammaeB, C.P. Bapdoaomeena

OIBY «HMHI] onkonoeuu um. H. H. broxuna» Munzdpasa Poccuu; Poccus, 115522, Mockea, Kawupckoe wiocce, 23
Konrakrnbie nannbie: Jenuc Bopucosuu Xecmanoe hestanov@mail.ru

Cunosuanvhas capkoma (CC) — onyxonb MaeKux mrkateil, 6Cmpe4arudscs cpeou epynnsl oOnyxonell, OMAUYHbIX 0m pabooMUOCAPKOMbL
(PMC), 6 demckom u noopocmrxosom eospacme 6 4 % cayuaes. Ilo wacmome 3abonesaemocmu cpedu demeit CC yemynaem auuys PMC
U uauie 8ce2o 6Ccmpevaemcs y NayueHmos mo100020 U 3penoeo eozpacma (15—35 nrem), ¢ nesHauumenvHoiM npeodAAOAHUEM Y MYIHCUUH.
Jlokanuzayus CC 6 msaekux mkausax koneunocmeil docmueaem 80 %, 6 menvuleli cmenenu mu ONYXoau 6CmMpeuaromesi 8 004acmu 20108bl
u weu, mynosuua, 6 3a0pOUWUHHOM npocmpancmee, 6 obnacmu cycmaeog (e 6onee 5 %). Taxoce onucanvt cayuau nosenenus CC
6 cpedocmenuu, nepugeputeckux Hepeax, Kojce U 8UCUEPANbHbIX OP2AHAX.

B dannoit cmamve npedcmasnen pedkuii kaunuueckuii cayuaii pazsgumus CC cpedunHo2o Hepea npasoeo naeya y nayuenma 15 nem.
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Synovial sarcoma of the median nerve of the right shoulder (case report)

D.B. Khestanov, M.M. Efimova, O.M. Romantsova, V.V. Khairullova, A.A. Malakhova, E.V. Mikhailova, A.Z. Dzampaev,
S.R. Varfolomeeva

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

Synovial sarcoma (SS) is a soft tissue tumor that occurs among a group of tumors other than rhabdomyosarcoma (RMS) in childhood and
adolescence in 4 % of cases. In terms of incidence among children, SS is second only to RMS and most often occurs in young and mature
patients (15—35 years), with a slight predominance in men. The localization of SS in the soft tissues of the extremities reaches 80 %; to a lesser
extent, these tumors occur in the head and neck, trunk, retroperitoneal space, and joints (no more than 5 %). Cases of the appearance of SS
in the mediastinum, peripheral nerves, skin and visceral organs are also described.

This article presents a rare clinical case of the development of SS of the median nerve of the right shoulder in a 15-year-old patient.
Key words: soft tissue sarcomas in children, synovial sarcoma, medial nerve, function of the operated upper limb
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Dzampaev A.Z., Varfolomeeva S.R. Synovial sarcoma of the median nerve of the right shoulder (case report). Russian Journal
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BBenenue

CunoBuanbHasi capkoma (CC) — omyxosib MSTKHUX
TKaHel, BCTpeyalollasicsi Cpend TPYIIbl OIMyXoJiei,
OTJIMYHBIX OT pabmomuocapkombl (PMC), B meTckom
M TIOAPOCTKOBOM Bo3pacTe B 4 % ciyuyaeB. CorjacHo
omnpeneneHnio BcemupHoOiIl opraHuzaunuu 3apaBoOXpa-
HeHust, CC — 3T0 Me3eHXUMaJibHas BEepPeTeHOKJIETOU-
Hasl OIMyXOJib C BO3MOXHBIM TPUCYTCTBUEM TKaHEBOTO
KOMIIOHEHTa C DJNuTeauaibHol nudbepeHInPOBKO,
BKJTIOUYasi GOpMUPOBAHUE KEIE3UCTBIX CTPYKTYP, a TAKXKe
C HaJM4yueM CreuuduIecKoil XpOMOCOMHOI TpaHC/IO0-

kauuu t(X;18)(pllqll). Ilo uactoTe 3aboaeBaeMOCTU
cpenu aeteir CC ycrynaer auimb PMC u yaiue Bcero
BCTpeYaeTcsl y NaleHTOB MOJIOJOTO U 3PEJIoro Bo3pacra
(15—35 net), c He3HAYUTEJIbHBIM MPEOOJaTaHUEM Y MYXK-
yuH. Jlokanuzauusg CC B MSITKUX TKaHSIX KOHEUHOCTEM
nocturaeT 80 %, B MEHBIIIEH CTETICHU 3T OITYXOJIU BCTPE-
YaloTcs B 00JIaCTU TOJIOBHI U IlIeH, TYJOBUIIA, B 3a0pIO-
IIIMHHOM TPOCTPAHCTBE, B 00JACTU CYCTaBOB — He OoJjiee
5 %. Taxxke onvcanbl cirydau nosisiieHust CC B cpenocte-
HUU, TeprudepryecKux HepBaX, KOXe M BUCLEPaATbHBIX
opraHax.
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B crarbe npeacTaBiieH penkuii KIMHUYECKUI ciydail
pazButus CC cpeaMHHOTO HepBa MpaBoro Ijieya y rmauu-
eHTa 15 Jjet.

Kimaugeckwmii coryqaii

[lpunyxaocms 6 obaacmu MseKux mxauel npagoeo nie4a
podumenu enepavie 3amemunu y pebenka ¢ 10-remHem 603-
pacme, K epauam He odpaujasuce. B 13 rem onu ommemunu
Oblcmpblil pocm 00pa308aHUS MACKUX MKAHell npasoeo nie-
Ya, 6 ce53U ¢ Hem 00pPAMmuUAUCH K 0emCKOMY XUpypey no Mecmy
acumenvemea. I1o OauHbIM 8bINOAHEHHOU MACHUMHO-PE30-
Hancroil momoepaguu (MPT): MP-kapmuna onyxoau cpe-
OQUHHO20 Hepaa U3 epynnwvl 000104eK nepu@epu4ecKux Hepeos
pasmepamu 35 % 34 x 70 mm (06sem — 43,5 cm’).

B cmayuonape no mecmy dcumenscmea npoeedeHo one-
pamugHoe aeyeHue: yOaieHue Onyxoau cpeduHHo20 Hepea
Ha ypoeHe cpednelli mpemu npasoeo naeya. Ilo danHbiM
2UCMON0UHECKO020 3AKNIOYEHUSA: 310KAYeCMBEeHHAS gepeme-
HOKAemounas onyxoas. lucmonoeuveckuii mamepuan 0Obin
Hanpaener 6 00UH U3 pedepanbHuIX YeHmpos 015 GblNoAHe-
HUsL nepecmompa, 00HAKO NO e20 Pe3yabmamam UdeHmu-
@uyuposams onyxoasb He y0anoch, yHumvleas He0OHO3HAU-
Holil ummyHogpenomun onyxoau. s ouggeperyuanvHoll
duaenocmuru mexcdy morogpaszuoii CC u 310KkauecmeerHoll
ONYX04bk0 U3 000104eK nepughepu1eckKux Hepeos blnOAHEHO
MONEKYASAPHO-2eHeMU1ecKoe UCCAe008aHIe CMamyca 2eHa
SYT. Ilpu uyumoeenemuueckom uccae0o8aHuu memooom
@ayopecyenmuoii  eubpuouszauuu in situ (FISH) nepe-
cmpotika eena SYT He obHapyycena. [anvueliuee neueHue
U HabawOeHue y 8paia 0emcko2o OHK0102a He NPoBoOUAOCH.

B eo3pacme 15 nem y pebenka nosguaace npunyxaocmo
6 obaacmu nocAeonepayuoHHo20 pyoya MseKux MmKaueil
npagoeo naexa, OMMeuanuch Hcaio0dbl HA NOCMOSHHYIO
bone3HeHHOCMb 6 00aacmu HO800bpazosanus. s danvHel-
weeo 00c1e006aHUS U OnpedeeHUss MAKMUKU CReyUanbHo-
20 neueHust pebeHok eochumanuzuposan ¢ HUU demckoii
oHKon02uU u eemamonoauu um. akad. PAMH JI.A. lypnosa
OI'BY «HMHUII ouxonoeuu um. H.H. broxuna» Munzdpasa
Poccuu.
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Boinoanena MPT: 6 msekux mkansx npagoeo nieua onpe-
deasiemcsi MHO20Y31080€ 00seMHOe 00pa3068anue pamepamu
37 % 34x 72 mum (obsem — 47,4 cm’) (puc. 1).

Ilepsoim smanom 6bl10 NpuHAMO peuieHue GbINOAHUMb
onepamueHoe neuenue 8 obseme yoareHus onyxoau. B xode
onepauyuu 8blNoAHeH pazpe3 Kodicu no MeoudnbHoll NO8EPXHO-
cmu npasoeo nieua om eepxHell mpemu 00 HUdICHel mpemu
OdaunHoll 20 cm ¢ ucceveHuem NOCACONepauUoHH020 pyoua.
Koorcnvie nockymer omcenapupoeans: u omeedeHsi 8 cmo-
pony. Ilpu pesusuu evisienena onyxonb, Ucxo0auas u3 cpe-
dunHoe0 Hepea (n. medianus) (puc. 2), UHMUMHO npUAedHca-
was Kk mpexenaeoil moiuiye naeva (m. triceps brachii (caput
mediale)), 0syenaeoii muiuiye naeva (m. biceps brachii) u nae-
yegoil mviuye (m. brachialis). Cocyoucmoiii sman vinoaHeH
€ MexXHU4ecKuMU mpyoOHOCMAMU: 8bl0eAeHbl ¢ 0CMABAeHUEM
aosenmuyuyu U NpPoCAedceHbl 8eHA U Nniedegvle apmepuu
(a. etv. brachialis) (puc. 3). Ilpunexcaujue k onyxoau Mol
peseyuposansl 6 npedeaax 300pogvix mraneil. Ilopasicentoiil
cpeduHHblll Heps 00pabomarn CHUPM-HOBOKAUHOBLIM pAC-
meopom u nepeceuer. Onyxonsb yoasena MakpocKonuvecku
padukanvHo (puc. 4). Hepexm Obin yKpoim nepemeujeHHOU
ocmasuielicst Yacmolo mpexz1asoil Mvluiybl naeua (m. triceps
brachii (caput mediale)).

Ilo dannbim eucmonoeuuecko2o uccaedosanus mamepuan
npedcmaenen KpynHolM (ppacmeHmoM Onyxoneeoil mKauu,
¢ byepucmoii nogepxrnocmoto. Ha neonnacmuueckoii mxanu
ommeuaemcsi ppasmenm cocyoa, nepeesi3aHHblil HUMKAMU.
Ha paspese mkans onyxoau 6enecosamoco ygeema, y3no-
eamoeo euda. Mumomuueckas axmuseHocmv — 18 gueyp
mumo3os na 10 nosaeil 3penus: npu yeeauvenuy MUKpocKona
x 400. Onyxoneeas mKaHv OKANbHO OKPYICEHA MOACMOU
@ubposHoll Kancynoli, MapKUpoBaHHslili Kpail pe3eKuuu no
Kpaio @pubpo3Holl Kancyavl. 30Hbl HEKPO308 He NpocMampu-
8alOMCsl, ONPeOeNsIOMCs 04a208ble Kpogousauanus. B yeasx
YMOYHeHUs. AUHUU OugdeperyuposKly eepemerHoKAemoYHO
CapKombvl NPOBeOeH0 UMMYHOLUCIMOXUMUYECKOe Uccaedosa-
Hue ¢ aumumenamu k S-100, SOX-10, Myo-D1, PanCK,
kanvoecmony, SMA, TLE-1, muocenumny. Pesysvmamoi
uccnedosanus: TLE-1 — ougghysnas sxcnpeccus 6 knemxax

6 4

Puc. 1. MPT msexux mianei npagoeo naeva: PD-e36ewennoe uzoopaxcenue (BH) ¢ nooasnenuem cuenara om xcupogoii mxanu, KopoHapuas (a) u axcu-
anvuas (8) npoexyuu; T1-BH ¢ enympueennvim KoHmpacmuposanuem u nodagaeHueM CUSHala om HCuposoil mKkanu, Koponapuas (6) u axcuanvhas (e)
npoekyuu. B meduanvhbix omoenax npasoeo naeua onpeoensiemcs: Onyxonb 6epemenooopasHoll Gopmul (beavie cmpeaxu), UMelouds cunepuHmeHCUgHbLil
cuenan. Onyxonw ucxooum u3 meOuarHHo20 Hepea (KpacHvle CMpenki), Hapyuiaem yeaoCmHoCmy e2o 000404KU U HEPBHbIX 8010KOH. [Ipu Konmpacmuposanuu
ONYX01b HePABHOMEPHO HAKANAUBAem KOHmpacmublii npenapam (0, )

Fig. 1. MRI of the soft tissues of the right shoulder: PD-weighted image (W) with signal suppression from adipose tissue, coronal (a) and axial (8) projections;
TIWI with intravenous contrast and signal suppression from adipose tissue, coronal (6) and axial (2) projections. In the medial parts of the right shoulder,
a spindle-shaped tumor (white arrows) with a hyper intense signal is detected. The tumor originates from the median nerve (red arrows), violates the integrity
of its sheath and nerve fibers. During contrasting the tumor unevenly accumulates the contrast agent (6, 2)
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Puc. 2. Onyxonw, ucxodsujas uz cpeOuHH020 Hepea npagoeo naeva: cpeouH-
HblIl Hep8 ¢ ONYXoAabk0 (YepHas cmpeaKka), nie4esas éexa u apmepus (kKpac-
Has cmpeaka)

Fig. 2. Tumor originating from the median nerve of the right shoulder: median
nerve with tumor (black arrow), brachial vein and artery (red arrow)

Puc. 3. Buo nocaeonepayuonnoii pansi: naevesas eena u apmepus (Kpachas
cmpenka)

Fig. 3. View of the postoperative wound: brachial vein and artery (red arrow)

onyxoau; PanCK — gpoxanvnas sxcnpeccus 6 kaemkax ony-
xoau; S-100, SOX-10, Myo-D1, kaarvoecmon, SMA, muo-
2CHUH — 5KCHpeccusi 8 KJAemKax onyxoau He oOHApYJceHd.
3akarouenue: UMMYHOMOPGOAOUMECKUEe NPUSHAKU ONYXOAU
coomeemcmeytom mornoghaznoil CC G3.
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Puc. 4. Buo yoanernroii onyxonu: cpeduntolii Heps (1epHas cmpenxka)

Fig. 4. View of the removed tumor: median nerve (black arrow)

IlIpu yumoeenemuueckom uccredogarus memooom FISH
6 90 % onyxonegvix KAemoK OOHAPYICEHA MPAHCAOKAUUS
yuacmka 18q11.2, xapakmepuas oas CC, umo eviuie nopo-
206020 OuazrHocmuuecko2o sHauenus (20 %).

s uckarouenus memacmamuueckoeo pacnpocmpaue-
HUs1 nayueHmy OblaU GblNOAHEHbl KOCIHOMO3208d5 NYHKYUS
u3 4 mouex u NO3UMPOHHO-IMUCCUOHHAS MOMOPAPUL —
0aHHbIX 30 OMOaneHHble Memacmasvl Hem.

Takum obpaszom, peberky 6vin ycmarnoéner duaenos: CC
cpedunHoeo Hepsa npasoeo naeua. T2bNOMO. IRS 111, epyn-
Na 8bICOK020 PUCKA.

Pebenky npogedena mepanus coenacho Cooperative
Weichteilsarkom Study (CWS) 2009. I1o dannbim KoHmponb-
Hoit MPT nocae okonuanus mepanuu — OQHHbIX 3a npo2pec-
CUI0 N0 OCHOBHOMY 3a004€8aHUI0 Hem.

B Hacmoswee epems pyHKUUs npasoll eepxHell KoHeY-
Hocmu coxpaHeHa 6 noaHom obseme (puc. 5). aumens-
Hocmb HabaodeHuss cocmaeuaa 12 mec om momenma
Hauana mepanuu 6 ycaoguax OI'BY «HMHUI] onkonoeuu
um. H H. baoxuna» Munzdpasa Poccuu, npusnaxkoé peuyu-
dusa onyxoau Hem.

Puc. 5. Qynkuyus cocumanusn u pasucumanus, Kucmu 00OCmynHa @ NOAHOM obseme

Fig. 5. The function of squeezing and unclenching the brush is available in full

Knuunyeckue Habnwopenus // Clinical cases
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O0cyxKaeHne

OcHoBHBIM MeTooM JeueHust CC ocTaeTcst XUupypru-
YeCcKoe NCCeYCHME C OTPULIATeIbHBIMU KpasiMU ¢ 100aB-
JICHUeM XMMMOTEepaluu W/WIK Jy4eBoi Tepamuu [1].
Hawu6onbiee uncno cayyaeB CC (n = 15) ¢ mopaxkeHueM
nepudepndeckux HepBoB onucaHo J. Chrisinger et al.
Bce auarHosbl ObLIM MOATBEPXKIEHBI FMCTOJIOIMYECKHU.
W3 Hux 11 XeHIIMH 1 4 MyXX4KMH B Bo3pacte oT 19 10 62
Jet (MenuaHa — 39 JIeT) ¢ OMyXOJsIMU, TTOpaKamIuMU
JIOKTeBOI (n = 5), cpeauHHbIR (1 = 3), MaJoOEPIIOBLIN
(n = 3), cemanuImHbIA (n = 2) HEPBH WJIM HEPBHBIN
kopemiok L4 unu T1 (n = 2). Pa3amepsl onmyxoJieit Bapbu-
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poBanu oT 2 10 13 cm (MeauaHa — 3,8 cM). B GombiuH-
CTBE Cy4yaeB JICUCHHME ObUIO XUpypruyeckuM (n = 14),
JIOIIOJIHUTEIbHO MCIIOJIb30BAIMCh JIydyeBasi Teparmus
(n = 8) u xumuorepanus (n = 6) [2].

BriBoabt

Hamu ObLT TipencTaBiieH peaKUii KIMHUYECKU CITy-
yait pazButusi CC cpeIMHHOTO HepBa MpPaBOro Iuieda
y namuenTa 15 net. OnHa U3 ero YHUKaJbHOCTENM COCTOUT
B TOM, YTO (bYHKIIMSI KOHEYHOCTH, HECMOTPSI Ha pe3eK-
LIMI0 CPEIMHHOIO HEpBa, OCTajach YAOBJIECTBOPUTEIb-
HOIA.
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AKHe npu repMUHOreHHO-KneTouHbIX onyxonax. Kpatkuii 063op
nuTepartypbl 1 onucaHue coOCTBEHHOr0 KNMHUYECKOro Habnoaenus

J.B. Maptbinos!, T.C. Beasimena!, T.T. Baiues', O.A. Kankosa', E.B. Illapanosa’, A.A. IIpokodnes?,
S.B. Bumnesckas!, E.B. Muxaiinosa', T.P. I1angeposa', C.P. Bapdoaomeena'

'OIBY «HMHUI] onxonocuu um. H.H. Broxuna» Munzopasa Poccuu; Poccus, 115522, Mockea, Kawupckoe wocce, 23;
2«Ilenmp depmamonoeuu Ilemposka 15»; Poccus, 107031, Mockea, ya. Ilemposka, 15/13, cmp. 5

Konrakrabie nannbie: Jenuc Biadumuposuy Mapmoinoe martynovmed @yandex.ru

llapaneonaacmuueckuii  cunopom (ITHC) saensemcs eemepoeeHHOU epynnoil  KAUHUKO-A1A00PAMOPHLIX CUMUMOMO8, KOMOpble
conymemayiom 310K avecmeenHvim Hogooopaszosanusm (3HO). Yacmoma eéoznuknosenus ITHC npu 3HO cocmaensiem om 1 0o 20 %, no
daHHbIM pazauunbix aemopos. O0HUM U3 eeo nposeaeHull seisemces akue (yemap. yepesas 004e3us), komopoe Ha gone 3HO 6o3nuxaem
6 C6A3U C 20PMOHANBHIMU HAPYUEHUSMU.

IIpedcmasnennas cmamos codepicum OnUCanue KAUHUHEeCK020 CAYHAs NAUUeHmMA ¢ 2epMuHoeeHHo-KaemoyHoi onyxonvio (I'’KO) cmewantoeo
CMPOEHUs U Memacmazamu 6 3a0pouurnbix aumpamuueckux yarax. KO npodyyuposanra bema-xopuoruueckuii 20Hadomponun 4en08exa
(B-XT'4), umo onocpedosanno npuseno k pazeumuio akte kax ITHC.

TIpomusoonyxonesoe nevenue (xupypeuveckoe yoaierue onyxoau U nOAUXUMUomepanus) Hopmau3zogano ypostu B-XI'l u mecmocmepona
8 CblBOpOMKeE KPOBU, MO 8 C8010 o4epeds NOBAEKAO 3a COO0I pespecc Yyepegoix 8bicblnanull 6e3 npogedeHus mepanuu, HanpagaeHHol Ha
AedeHue aKHe.

KioueBble CJI0Ba: TrepMUHOTEHHO-KJIETOYHAsI OMYXOJib, aKHE, JETCKAash OHKOJIOTHSI, MapaHeoIuIaCTUYeCKUil CUHIPOM, Oera-
XOPUOHUYECKUI TOHAIOTPOIINH YEJIOBEKA, KIIMHUYECKUU CIyvyai
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Acne disease in germ cell tumors. A brief review of the literature and a description of our own clinical observation

D.V. Martynov', T.S. Belysheva’, T.T. Valiev', O.A. Kapkova', E.V. Sharapova’, A.A. Prokofyev’, Ya.V. Vishnevskaya’,
E.V. Mikhailova', T.R. Panferova’, S.R. Varfolomeeva'

IN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow,
115522, Russia; *“Dermatology Center Petrovka 15”; Bld. 5, 15/13 Petrovka St., Moscow, 107031, Russia

Paraneoplastic syndrome (PNS) is a heterogeneous group of clinical and laboratory symptom complex that accompanies malignant neoplasms
(MNP). The frequency of PNS in MNP ranges from 1 to 20 % according to different authors. One of the manifestations of PNS is acne, which
occurs against the background of malignant neoplasm due to hormonal disorders.

The presented article describes a clinical case of a patient with a mixed germ cell tumor and metastases in the retroperitoneal lymph nodes.
The germ cell tumor produced human beta-chorionic gonadotropin, which led to the development of acne as a PNS.

Antitumor treatment (surgical removal of the tumor and polychemotherapy) normalized the levels of human beta-chorionic gonadotropin and
serum testosterone, which in turn led to regression of acne without acne therapy.

Key words: germ cell tumor, acne, pediatric oncology, paraneoplastic syndrome, human beta-chorionic gonadotropin, clinical case

For citation: Martynov D.V., Belysheva T.S., Valiev T.T., Kapkova O.A., Sharapova E.V., Prokofyev A.A., Vishnevskaya Ya.V.,
Mikhailova E.V., Panferova T.R., Varfolomeeva S.R. Acne disease in germ cell tumors. A brief review of the literature and a description
of our own clinical observation. Russian Journal of Pediatric Hematology and Oncology. 2023;10(1):73—80.
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BBenenne

HMHorma mposiBlieHHE MapaHEOIIaCTUYECKOrO CHUH-
npoma (ITHC) 3acraBisier maiueHTa co 3710KayecTBEH-
HBIM HOBooOpazoBanueM (3HO) obpaiiaTtbcst K ApyTUM
CTeIUAINCTaM C yYETOM JIOMHWHHPYIOIIETO CHUMIITOMA.
IMpossnenus ITHC Moryr oT/IOXWUTH MOCTAaHOBKY Ipa-
BWIBHOIO JMarHo3a. YUIMHEHWE JMarHOCTUYECKOTO
MHTEpBaja CIOCOOCTBYET AMCCEMUHAILIMM OITyXOJIEBOTO
Ipoliecca, YTO YXYAIIaeT IIPOrHO3.

Cumnrombl [THC Moryt mnposgBISITECS B JT1000M
opraHe WM cCUCTeMe opraHu3Ma. Pa3zBuBaroriuecs maro-
JIOTMYECKHME TIPOIIECCHhl XapaKTEePU3YIOTCS pPasIUnYHBIMU
cUMNTOMaMH, He cBsg3aHHbBIMU ¢ camuM 3HO, mecTtoMm
ero JIOKaJIM3alluM U oyaraMyd MeTacTa3upoBaHMs. Yaiie
Bcero [THC ObIBaOT 3HIOKPUHHBIMU, HEBPOJIOTUYECKU -
MM, IepMaTOJOTUYECKUMU, TTOUYSYHBIMU M TeMaTOJIOTH-
yeckuMu. [1o 3TUM NpuurHaM Ha TIPOTSKEHUU JUTUTEIIb-
Horo BpeMeHHU 6osbHbIe co 3HO mpoxoasaT odcienoBaHus
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U TIOJIyYaroT JIYCHHUE Y Bpaueil pa3IuyHbIX CIIeIIMATbHO-
CTEH.

Omuum u3 nposeiaeHuit [THC sBnsercs akHe (ycrap.
yrpeBasi 00JIe3Hb), TTaTOTeHe3 KOTOPOTO CBSI3aH C 3K30-
TeHHBIMU U SHIOT€HHBIMU (haKTOpaMu, TTOCICTHUE MOTYT
ObITh accoumupoBaHbl co 3HO, BbIpabaThIBAIOIIUMU
ITOJIOBBIE CTEPOUIHBIC TOPMOHBI.

Hekotopsie 3HO moryT npoay1irpoBath 0eTa-XOpUOHU-
4yecKuil roHanoTporuH yenoseka (f-XI ), KoTopblii B cBOIO
ouepenb CTUMYIMPYET BhIPAOOTKY TECTOCTEPOHA B KJIETKaX
Jleiigura (ta6:a. 1) [1]. IToBbllIEHHBIN YPOBEHb TECTOCTE-
pOHa B OpraHu3Me MPUBOIUT K BOSHUKHOBEHUIO aKHE.

Ta6muna 1. [Tosviuenue yposus f-XI'4, ceazannoe co 3HO
Table 1. Elevated - HCG levels associated with MNP

Yacrora onpenaejeHusa

Yposenn -XI'1,| moBbIIIEHHOTO YPOBHSI
mMMe/ma B-XT'Y, %
P-HCG levels, | Frequency of detection
mlU/mL of elevated - HCG
level, %
PAOITTIRE PITEOU > 1000 > 90
Choriocarcinoma
CeMHMHOMA, TUCTEPMUHOMA,
e . <100 10
Seminoma, dysgerminoma,
germinoma
TenaTo6nacToma
>
Hepatoblastoma U0 15
TenaTorue/uToNsIpHBIN pak > 1000 2
Hepatocellular cancer
OcreoreHHas capkoma EnuHuyHbIe ciiydan
. > 1000
Osteogenic sarcoma Isolated cases
Pax >xemynka <100 <5
Stomach cancer
XOJlaHFIfIOL[eﬂJIIOHHprII/I pak <1000 <85
Cholangiocellular cancer
Pak TIOIKEITYT0UHOM Xee3bl <1000 <7
Pancreatic cancer
AleHOMa OCTPOBKOBBIX KJIETOK
TIPU CUHIPOME MHOXECTBEH-
HbIX SHIOKPUHHBIX Heoruiasuii [ <1000 <75
Islet cell adenoma in multiple
endocrine neoplasia I syndrome
Pak nipeacratesibHOM Xese3bl EnvHuyHble ciiyyan
<1000

Prostate cancer Isolated cases
Pak MoJ104HOI1 Xesne3bl > 1000 <13

Breast cancer
|
IIpumeyanue. Hopmanshoiii yposers f-XT'Y 6 coieopomke kpoeu < 5 mMe/ma.

Note. Normal serum - HCG level < 5 mIU/ml.

B xauecTBe mpuMepa Mbl PACCMOTPUM KJIMHUYECKUIA
cllyyail TepMUHOreHHO-KJIieTouHoit omyxonmu (I'KO)
y noapoctka 16 jer ¢ ITHC B Buae KOHIJIOOATHBIX aKHE
JIMLA U TYJIOBUIIA.

PoauTenu nauyeHTa ¥ caM IMalMeHT AaJId COLJIacHe Ha
HCITI0JIb30BaHUe MH(OpMaIUK, B TOM 4uciie ¢poTorpaduii
pebeHKa/malueHTa B HayYHbIX UCCIeIOBAaHMUIX U ITy0JIu-
KallMsIX.

Kinmaugeckwmii coryqaii

U3 anamueza uzeecmuo, umo nauuemm A., 16 nem,
CaMOCMOsMeNbHO BblAGUA HOBOOOPA308AHUE NPABOO AUUKA.
IIpu obpawenuu k yponroey no mecmy sxcumenscmea oocae-
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dosanus He NPogooOUAOCH, NAMOAOSUU BbIABACHO He 0blao.
Ilo npowecmeuu 3 mec nayuenm obHapyicun o6pasoéanue
8 npasom nodpebepve. Yepez mecay Obin eochumaiu3upo-
8aH 8 OHKO0A0UMECKULl OUCNAHCED N0 MeCmy JCUmeabemed,
2de nocae yabmpaszgykoeoeo uccaedosarus (Y3H) opeanos
oprownoil nonocmu (OBII) 6bi10 8bi161eHO HOB000PaA308aHUEe
pazmepamu 13 x 9 X [7 cm; binoanena buoncus onyxonu
8 obaacmu npaeoeo noopebepvs. Ilo dannbim eucmono-
2UUeCK020 UCCAe008aHUs NPeOnOAONCUMEeNbHAs npUpood
onyxoau — mepamoma. B cvieopomke kposu onpedeasiaucey
yposuu anvgha-gpemonpomeuna (ADPI) — 4,8 ME/ma,
p-XT9 — 255 mMe/ma. Ilo mecmy scumenscmea Obina
pexomeHndosana eocnumanusayus 6 HUH demckoiil onkono-
euu u eemamonoeuu um. akad. PAMH JI.A. Jlypnosa ©®I'BY
«HMMUI] onxonoeuu um. H.H. baoxuna» Mun3zopasa Poccuu
(HHUH JI0ul) oasa danrvheiiweeo obcaedosanus u onpedene-
HUS MAKMUKU AeHeHUs.

Cnycms mecsy npu obpauwenuu 6 HUH J]Oul’ cocmosnue
pebenka cpedHeil cmenenu msxcecmu. Ilayuenm npedssg-
A5 HCan00bl HA cAaOOCMb, CHUJICEHUe annemumad, HAAU-
yue 0bpazosanus 6 npasom noopedepve. Temnepamypa Ha
momenm ocmompa 36,8 °C. Ilpu ocmompe K0ICHbIX NOKPOBOB
ObLAU OMMEUeHbl BbICHINAHUS, HOCUBULUE PACNPOCMPAHEHHDLL
CUMMEMPUYHDLI 80CNAAUMENbHDLI XAPAKMED C N0KAAU3AUU-
ell Ha Kojice auya, weu, 6epxXHUX KOHeuHocmel 6 obaacmu
000UX naeu, Mmya08uUULa ¢ NPEUMYUECIMEEHHBIM HOPANCEHUEM
sepxneil eco uacmu. Coinb umena NOAUMOPGHbIIL XaApak-
mep, Oblia npedcmasieHa NEPEUUHBIMU U GMOPUUHBIMU
2AeMeHMaMU: OMKPbImble U 3aKpbimble KOMeJOHbl, NANYabl
u nycmyavl, maxKyice 6 odaacmu mya08uwa U uieu ommeua-
AUCH MHOMCECTNBEeHHble 80CnanUumenvuvle y3aul. Hexomopuie
V346l ObLAU NAOMHBIMU U O0NE3HEHHbIMU, CUHIOUWHO-00p0080-
20 ygema, opyeue — MAKOU KOHCUCIEHUUU C UCHOHYEHHOU
KoJcell Ha NOBEPXHOCMU, ¢ OMEEePCMUSIMU Uepe3 KOmopble
8bldensinoch eHollHoe omdensemoe. Hexomopuie y3nvl 6 06aa-
cmu epyou U CNUHbL CAUBAAUCH 8 MACCUBHBIL UHDUILMPAm
¢ MHO2OMUCACHHbIMU X00AMU, CHOUHBIMU OMEEPCMUIMU,
NOKpbImMble CePO3HO-eHOUHbIMU KopKamu. HYacmb Y3106 ycne-
Aa paspemumscs, 0cmague 3a codoi ampoguueckue pyoybl
(puc. 1). Co cr06 omuya nayuenma, nopaxicerust KoJIcU AUya
U mynoeulya NosSBUAUCH 4epe3 2 mec nocae 0OHAPYICeHUs.
H08000pPA306aHUS NPABO20 AUUKA.

B x00e deavHeiluieco ocmompa caedyem ommemums, 4mo
HOC080e ObixaHue He 3ampyoHeno. [lpu ayckysvmauyuu 6 nee-
Kux ObIXaHue 6e3uKyisapHoe, nposoour0Cch 60 6ce Omoensl,
xpunog re 0vi10. Sp0, 98—99 %. Busyaavro obaracmo cepoya
He usmenena. I[lpu ayckyromayuu moHsi cepoya sicHble, pUmm
npasuavHulil. Jlumpamuueckue y31ol npu naibnayuu He yee-
Auuensl. Kueom accumempuunblii, 0epopmMuposan 3a cuem
KpynHobyepucmoil onyxoau 6 odaacmu npagoeo noopedepbus,
npu nAtbhayuu Ho8oooOPa308anue NAOMHOLU KOHCUCTNEHUUU
pasmepamu 0o 20 cm. Cmyn 1 paz é cymku, ogpopmaeHHbLil.
Tlpu nasvnayuu MOUWIOHKY 6 HUNCHUX OMdeaax npasoeo sut-
Ka onpedensinocy byepucmoe H08000pazosarue, 6e300.1e3HeH-
Hoe. Moueucnyckanue 6e3004e3HeHHOe, CAMOCMOAMEAbHOe.
Tlpu oyenke nokazameneil OHKOMApPKepPos 8 KPogu Memooom
UMMYHOepMEHMH020 AHAAU3A ObIAO bISGACHO NOBbIUEHUE
ADII do 9,6 ME/ma, -XT'Y — 286 mMe/ma.
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Puc. 1. Brewruii 6uo nayuenma A.: a — éuo nayuenma cnepeou; 6 — euo
nayueHma co cnuHsl. Buzyaauzupyomes MHOMCECMEEHHbIE BbICLINAHUSA
aKHe HA PA3HbIX CMAOUAX — NYCMYAbL, Y3Abl CUHIOUWHO20 Uéemd, 3po3ull
u ampoghuueckue pyoyvt pazmepamu om 0,3 0o 2 cm

Fig. 1. Appearance of patient A.: a — front view of the patient; 6 — back
view of the patient. Multiple acne rashes are visualized at different stages —
pustules, bluish-colored nodules, erosions, and atrophic scars ranging in size
from 0,3 t0 2cm

Ananuz kpogu memooom 31eKmpoXeMUNOMUHECYeHM -
Hoeo ummynomecmupoganuss ECLIA noxazan nosviuentblii
YPOBeHb mecmocmepoHa 6 coisopomie — 43 Hmonv/n (pege-
pencubiil duanazon — 10—30 Hmonv/n). Ommeuero noswviuie-
Hue coieopomounoeo yposus ADII ¢ 2 paza — 10,62 ME/ma
(pegpepencubiii  duanazon < 5 ME/mn) u [-XI'7 do
305 mME/ma (pegpepencuviii duanazon < 5 mME/ma) (maba. 2).

Ilo dannvim npogedennoeo Y3U OBII, 3abprouturnoeo
npocmpancmea (311) u manoeo masa (MT) ¢ 311 cnpasa
U UEHMPANbHO OM YPOGHS UPEGHO20 CMBOAA 8HU3 00 YPOB-
HS NO0B300UWHBIX COCYO08 ONPeoensinuch MHONCECMBEHHbIE
KUCMO3HO-CONUOHbBIE 00PA308aHUSI OOWUMU NONEPEeHHbIMU
pasmepamu ~ 90 x 130 mm. Cmpykmypa o6pazosanuii
Aueucmas, B6ACKYAAPU3AUUS YMEPeHHAs, pa3mepbl KUCH
om 8§ X 500 30 x 28 mm. Ilpu Y3U mowonku 6 HudxicHem
noaKce npagoeo SIUMKa onpedensiiocs y3n080e o0pasosanue
He0OHOPOOHOII CONUOHO-KUCMO3HOU CIMPYKMYPbl pA3Mepamu
13 x 8 10 mMm c uemkumu KOHMYpamu U ymMepeHHbIM nepu-
HOOYAAPHBIM KPo8omoKoMm. Jlesoe suuko unmaxkmuo (puc. 2).

a 7

Puc. 2. Y3U npasoeo suuka: a, 6 — nonepeuroe u npooosbHoe CKaAHUpo-
6anue. B HudcHem noaroce onpedensiemcst CoAUOHO-KUCMO3HOe 00pa308aHue
(epanuybl ommeuervl Kypcopom)

Fig. 2. Ultrasound examination of the right testicle: a, 6 — transverse and
longitudinal scans. There is a solid cystic mass in the lower pole (borders are
marked with a cursor)

Ilpu komnvromepuoii momoepaguu (KT) OBIl u MT
¢ gHympueeHHbiM Konmpacmuposanuem 6 311 onpedensioco
MHO20Y31080€¢ 008eMHOE 00paA308aHUe NPEUMYULECIBEHHO
Kucmo3sHoeo xapakmepa pasmepamu 13,2 x 9,0 x 19,0 cm,
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Tabmima 2. Jlabopamopuvie dannvie nayuenma A. npu nocmynaenuu
6 HUU JIOul

Table 2. Laboratory data patient A. on admission to the Research Institute
of Pediatric Oncology and Hematology

HopmanbHble
3HAYEHUS

Enuauupt
3Havyenne |u3MepeHust

IToka3zarenn

Indicator Units of Normal
measure values

JlelikouTel 10°/n
Leukocytes & 10°/L DU
Heiitpoduibr 10°/n
Neutrophils i 10°/L 2,00-6,80
JIumb ot 10°/m
Lymphocytes 1.9 10°/L Hl =23 200
Iemorio6uH r/mn
e 13,30 &/dL 11,50—16,50
TpoMGOLUTHI 10°/n
Platelets Sl 10°/L =
C-peakTUBHBII 6e10K 3 MT/IT 0—6
C-reactive protein mg/L
OO6mmit 6eoK r/mn
Total protein il g/dL e
ANbOyMUH T/
P = &/dL 5=l
AcnapraTaMmuHOTpaHchepa 239 ME/n 4-37
Aspartate aminotransferase ’ 1U/L
AnaHnHaMHHOTpaHchepasa 39.8 ME/n 4—40
Alanine aminotransferase ? 1U/L
Harpwuii (Na*) MMOJTb/JT
Sodium (Na*) 138 mmol/L 132=152
Kanwuit (K*) MMOJIb/J
Potassium (K*) w9 mmol/L =l
MoueBuHa MMOJTb/TT
Urea = mmol/L I=0o
KpeatnHuH MMOJIb/J
Creatinine & mmol/L S
JlakratneruaporeHasa En/n
Lactate dehydrogenase Ll units/L 2
Bunupyoun MMOJIb/J
Bilirubin o mmol/L Lol
ADIT ME/Mn
Alpha-fetoprotein 0 1U/mL <o
XT4 MMe/Ma
HCG N i | W
Heiiponcnenuduueckas
enonasa 12 :gr//j’;‘; <12,50
Neuron-specific enolase
JltorenHU3MpyroUIMii TOPMOH 0.2 MMe/M 1-100
Luteinizing hormone ’ mlU/mL
DoJMKYIOCTUMYITUPYIOIIU I
TOPMOH 0,1 ME% }TL 2—140
Follicle stimulating hormone
TectocTepoH HMOJIb/JT
Testosterone E nmol/L 0=t
AIPEeHOKOPTUKOTPOITHBIN
o 7 ““f’f;l%” 1,5-14
Adrenocorticotropic hormone p
Koptuzon HMOJTb/JT
Cortisol i nmol/L LR

pacnoaaearueecs Ha yposHe 60Pom HOUEK U PACAPOCIMPAHS -
roueecss 00 yposHs OugypKayuu aopmel — Memacmamuye-
CKO0e nopajicenue pecuoHapHuix Aumpamuueckux y3106 (1Y)
(puc. 3).

Tlpu nepecmompe eucmonocuuecKux npenapamos onyxo-
au npagoeo nodpebdepwvs 6 ycaosusix HUU JI0Oul okazanocwy
HeOd0Cmamo4Ho MAmepuana 0as UHmepnpemayull.
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Puc. 3. KT ObIT u MT: a — namuenas ¢asza; 6 — apmepuanvhas pasza
KOHMpacmupoeanus; 6 — 6eHo3Has ¢haza kKoumpacmuposanus. B 31T
onpedensiemcs MAcCUBHbLI KOH2AOMEDPAM HeOOHOPOOHBIX ONYX0AEBbIX Y3108
(Genvie cmpenku) Ha ypogHe 0pom NOUKU, OKPydcarouuii aopmy (KpacHoie
cmpenku), Hudxchior noayio eéeHy (HIIB) (cunue cmpenku), cmewarouiuil
HIIB knepedu u aamepanvto. B apmepuanvhyro (6) u eenosmyro (8) gazol
KOHMPACMUpo8anusi onpeoensemcsi HepasHOMepHOe HAKONAEeHUe KOH-
MPAcMHO20 NPenapama é onyxoneeom KoHzaomepame

Fig. 3. CT of the abdomen and pelvis: a — native phase; 6 — arterial contrast
phase; 6 — venous contrast phase. Massive conglomerate of heterogeneous
tumor nodules (white arrows) in retroperitoneal space at the level of hilus
renalis, surrounding aorta (red arrows), inferior vena cava (IVC) (blue
arrows), displacing IVC to the front and laterally. Uneven accumulation of
contrast agent in lymphatic nodes conglomerate is detected in arterial (6) and
venous (8) contrast phases

Ilo OannbiM  KauHUKO-1G00PAMOPHLIX NOKA3amenell
u memo0dog eusyasusauuu 3anodospera I'KO, npodyyupyro-
wasn ADII u -XTY. B pamxax nuromuoeo npomokoasa HUH
JOul’ nevenus eepmuHOeHHbIX ONYXOaell IKCMPAKPAHU-
AMbHOIU A0KaAu3ayuu Ha I-m 3mane nayuenmy 6viNoAHeHA
OPXOQYHUKYAIKMOMUS CNPABA 8 AeHeOHO-0UACHOCTUYECKUX
yensx.

ITlpomokoa onepayuu: 6vinoaHeH Kocoli paspe3 5 cm
6 Npaegoll Naxoeoii 06aacmu napaiieabHo naxogoli ckaaoke,
BCKPbIM ANOHEBPO3, GblOCAEHbI INEMEHMbL CEMEHHO20 KAHA-
muKa. Y enympenneeo naxo6020 Koabya ceMeHHOU KaHAmuK
nepeceuer, npowum, nepeeszan. Tynvim nymem npagoe
AUMKO 8bIBUXHYMO 6 pany. B nuscnem noaroce npagoeo suu-
Ka pazmepamu 5 X 4 % 3,5 cm nookancyavHo onpedensemcs
Yy31080€e 00paz0eanue COAUOHOLU CMPYKMYpPbl pazmepamu
1,5 % I cm. Boinoanena opxogynukynsxmomus cnpasa.

Ilo pesyrbmamam 8bINOAHEHHO20 2UCOAOSUYECKO2O0
uccaedosanus  yoaneHHulll  mamepuan Obil  npeocmas-
AeH Auukom pasmepamu 5 X 4 x 3.5 cm ¢ obonrouka-
MU U OMPEe3KOM CceMeHH020 Kanamuka odaunoil 4,5 cm.
B moawe suuka onpedensica onyxonesulii y3en pazmepamu
0,8 x 0,8 x 0,7 cm, npedcmasnentvlii 00164aAMOIU Cepoil
MseKoll mKaHblo. Bpacmanue 6 6eaounyro 000404KY, AUCH-
KU 61a2aiuuHoll 000404KU, NPUOAMOK AUMKA U CeMEHHOI
KaHnamuk He evisgaeHvl. [lpu eucmonocuveckom uccaedo-
BGHUU ONYX0AU AUMKA ONPeOesncs pPocH eepMUHOEHHOI
ONYX0AU CMEUWaHHO20 CMPOEHUs ¢ INeMEeHMAaMu 3peaoii
mepamomsl, npedcmagieHHol INUOPMOUOHBIMU KUCAMU,
KUCAamu ¢ 8biCTMUAKOU PeCRUPAMOPHbIM U KUUEYHbIM SNU-
menuem, 3peabiM XPAUoM, MblUYAMU, a MAKice I1eMeHma-
MU He3penoli mepamomvl, GKAOYANWEN HellpoIKmooepmy,
Hecneyuguueckyo cmpomy. B onyxoau ommeuanocw Hasuuue
mpogobaacmuueckoll Onyxoau ¢ INeMeHmamu Xopuokapyu-
HOMbL OUpA3HO20 CMPOeHUS, BKAYAIOUell KAeMKU UUmo-
mpoghobaacma u cuHyumuompogobracma cpedu 00UIUPHbIX
KposousausHuil (puc. 4).

Ilpu nposedenuu xommpoavuvix Y3U OFBII, 3I1, MT
U MOWOHKU YgeauueHHble usmeHenHvle J1Y onpedeasiucy na
yposre gepxneeo amaxca 311. Pazmepor JIY cocmasasiau om
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Puc. 4. Tucmonoeuueckoe uccredosanue npagoeo auuka: a, 6 — snemen-
Mol XOPUOHKAPUUHOMbL: KAeMKU Yumompogooracma u noaumopgHvie
2USAHMCKUE 91eMEeHMbL CUHUUMUOMPOGooaacma cpedu HeKPOOUOMUUECKUX
U HEKPOMUHECKUX MACC U KPOGOUBAUAHULL, 6 — KUCMO3HAS NOAOCb, BbICH-
NAHHASL JCENC3UCMBIM INUMEAUEM — 3peadsi Mepamomda, 8, e — cocyoucmole
nosocmu, @blcMAGHHbIE MPOPOOAACMUMECKUMU KACMKAMU, C HEKPO3aMU
u kposousnusHuamu 6 cmpome. OKpacka 2emamoxcuau u 303unom, X 20

Fig. 4. Histological examination of the right testicle: a, 6 — elements of
chorioncarcinoma: cytotrophoblast cells and polymorphous giant elements of
syncytiotrophoblast among necrobiotic and necrotic masses and hemorrhages;
6 — cystic cavity lined by glandular epithelium — mature teratoma;
6, ¢ — vascular cavities lined by trophoblastic cells, with necroses and
hemorrhages in stroma. Staining hematoxylin and eosin, < 20

43 x 2300 107 x 77 x 80 mm. HIIB npoxoduma, npuzHaxos
mpombo3a He 0bl10 8blaeaeH0. Jlegoe AUUKO He U3MEeHEeHO.
Ilpasas nososuna mowonku 6e3 namonocu4eckKux oopazoea-
Huil (puc. 5).

Puc. 5. V3U 3II: xucmosno-corudnas cmpyKmypa yeeauueHHO20
3abprowunHoeo J1Y (memacmamuueckoe nopajicerue)

Fig. 5. Peritoneal ultrasound: cystic-solid structure of enlarged retroperitoneal
lymph node (metastatic lesion)

Ha ocHosanuu pachpocmpaneHHoCmi 0nyxoneeo2o npo-
yecca u 2UCmon0UHecK020 Uccaedo8aHus YCmaHoenen oua-
eHo3: 3n0kavecmeennas I'KO npasoeo auuxa cmeuwanHozo
cmpoenus ¢ memacmazamu 6 3aoprowunnsix J1Y. Ilpomedxncy-
mounas epynna pucka. Cmaous 11D (LUGANO), pTIN3MO.

Janee nayuenmy ¢ yuemom ycmamo8AeHHO20 OUACHO-
3a 8 paAMKax NUAOMHO20 NPOMOKO0AQA NpoedeHo 3 Kypca
noauxumuomepanuu (I1XT) no cxeme BEP npenapama-
mu Oneomuuun 15 me/m? 6 1-ii denw; smonosud 100 me/m?
6 1-ii u 5-11 Onu; yucnaamun 20 me/m? 6 1-ii u 5-ii Onu.

Ilocae 3 kypcoe IIXT no pesysbmamam KoHMpOAbHORO
Aa00paAMOPHO-UHCMPYMEHMANbHO20  00c1e008aHUsL  OblaU
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OmMeueHsl CmadbuAU3aAyUs ONYXo04e6020 NPoyecca U CHUice-
Hue coleopomounvix yposueii ADII 0o 5,19 ME/ma, f-XTY —
do 168 mME/n.

Caedyrowum smanom neuerust nocae evinoanennoi IIXT
0b110 nposederUe cpeOUHHOU AaNaPOMOMUY U PACUUPEHHOU
3a6pruuHHol aumpadenskmomuu. Ilpomokon onepauuu:
npoussedeHa cpeOUHHas Aanapomomus. 3abprouuHHo cnpa-
6a om 60pom neveHu 00 HaA4AAbHbIX 0MOAeN08 NPasoil oouell
noodszdowroii apmepuu (Th11—L5) onpedeasemcs obsemHoe
obpasoseanue, cocmosujee U3 CAUBAIOWUXCSA PA3HOKAAUbep-
HbIX Y3108 00wumu pasmepamu 15 x 10 x 20 cm. Takuce
onpedensemcsi MHOMHCECMB0 DAZHOKAAUOEPHBIX ONYX0N€8blX
Y3108 NapaaopmanbHo Om 1e6oil No08300UHOU apmepuu
0o noueunoil. Ilepebim 3manom ydasen napaaopmansvhblil
0Nyxo0.1e6blil KOHeaoMepam 00 YPOBHsL 1€80I NOUEUHOLl GeHb.
Ocmpo ¢ nomouppto LIGASURE onyxoas evidesena uz aop-
MOKABANbHORO NPOMENCYMKA, YACIMUYHO OMMEUEHO UHIMUM -
HOe nodpacmadue onyxoau Kk aopme 8 NpoMed’cymie mexicoy
noueyHoll apmepueil U HudMICHell OpblyceeuHol apmepueil.
B dannom yuacmke wacmuyHo pe3eyuposana ad8eHmMuyusl
aopmol. Yoanennviii makponpenapam: 3abprouiunHbie J1YV
(macca onyxoau — 1850 &). Obsem kposonomepu — 1000 ma.
Luypez — 500 ma.

Ilpu  mukpockonuueckom uccaedo8anHuy ocmamouHoil
onyxoau nocae IIXT ommeuanoce nasuuue cmpykmyp 3pe-
aoti mepamomsl. Cpedu Hux onpedensnacst 0epmoudHas
Kucma, 8bICMAAHHASL MHO2O0CAOUHBIM HAOCKUM SHUMenuem
€ NPU3HAKAMU 0POROBEHUsL U CKONACHUAMU Kepamomu1eckKux
macc 6 npocgeme KUCMO3HOU NOAOCMU, A MAKIce HAAUYU-
emM CMmpYyKmyp, COOMEeMCMEYUUX HPUOAMKAM KOMCU
¢ npeobnadanuem canvHulx dcese3. Takdce onpedensnocs
Haauuue JceNe3UCmovlx CMPYKMYp, BbICMAAHHbIX UYUAUH-
dopuyeckum 3numenuemM ¢ He4emKol CheyupuUUHOCmbio,
XpAawa, WEAHHOBCKUX KAEMOK U HeCneyugu4ecKkoil cmpomsi.
Habarodanucy mopuunble usmeneHus 6 gude 04az08 HeKpo3a
u HeborvUX KposousausHui. Tpoghodaracmuueckux snemen-
moe He 00HapyceHo (puc. 6).
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Puc. 6. Tucmonocuueckoe uccaedosanue 3abprowunroeo J1Y: a, 6 — nocae
TIXT ocmaromes snemenmot 3penoti mepamomst. OKpacKa 2emMamox cuAuHOM
u 203unom, X 20

Fig. 6. Histological examination of retroperitoneal lymph node: a,
0 — elements of a mature teratoma remain after polychemotherapy. Staining
hematoxylin and eosin, x 20

Ilo pesyasmamam koumponvHolx KT OBIT u MT c eny-
MPUBEHHBIM KOHMPACMUPOBAHUEM — COCIMOSIHUE NOCAe One-
pauuu, namoaoSU4ecKUx U3mMeHeHuUll He 8bl8AeHO.

B nocaeonepayuonnom nepuode npu npogedeHuu KoH-
MPOABLHOO 00CAe0068GHUS NPUSHAKO8 ONYX04e6020 NPouecca
He ommeueHo. [lokazamenu Kpogu Ha onyxoaeevle Mapkepbl
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u mecmocmepon Hopmanuzoeanucs: ADIl — 2,94 ME/ma,
p-XI'4Y — 0,1 mMe/ma, mecmocmepon — 10,4 nmons/a.
Kooicuvie nopascenus nociae npogedeHHo20 AeveHus HOCUAU
PACNPOCMPAHEHHbLI  CUMMEMPUYHbL XapaKkmep, A0KAAU-
30844UCh HA KOJXCe AUYa, wieu, epyou, CuHbl U 000UX naeu.
Coinb npedcmagiena mopuuHbIMU MOphosoeUecKUMU 1e-
meHmamu. BochaiumenvHble 8bICHINAHUS PA3PEUUAUCH NOA-
HOCMbI ¢ UCX000M 8 pYOU08ble U NUSMEHmMHble U3MEHEHUs.
B obnacmu auya u weu b6oavuiasn wacme @vicoinaHull npeo-
CcMagaeHa NAMHAMU SUnepRUSMeHmayuu U ampoguuecKumu
pyouamu pazmepom do 0,5 cm. Ha roxce cnumot u oboux
naey 6oabUas 4acmo BbICHINAHUL PA3PEUIUAACy C UCXO0OM
6 ampoguueckue pyoyvl ¢ HemMKUMU SPAHULAMU MACKOU
KOHcucmeHnuuu, Hekomopule duamempom 0o 2,5—3 cm, usem
pyouose om po3zosoco 0o 0opdogo-cunrwHo20. Takice
HeboabULOe KOAUYeCB0 NAMeH 3ACMOUHOU eunepnuemeH-
mayuu KpacHo-0ypoeo usema. B obnacmu epyou npouecc
npedcmaegaeH eunepmpopuueckumu u KeaouoHsimu pyoyamu
C YeMKUMU SPAHULAMU 08AAbHOU, OKPYeaoll U HeNPAasUAbHOL
gopmyl pozosamoeo ysema, ¢ eAadkoi Oyepucmoil nosepx-
HOCMbI0, NAOMHbIE HA OWYNb, HEKOMOopble 001e3HeHHble npu
Haodagausanuu (puc. 7).

a 0

Puc. 7. Brewnuii 6ud nayuenma A.: a — euo nayuenma cnepedu; 6 — euo
nayuenma co cnunsl. Ilocae nposedennozo xupypeuuecko2o u Xumuomepa-
Nesmu1ecK020 AeHeHus GU3YaNUUPYIOMCs PA3peutuuilecs 21eMeHNbl aKHe
¢ ucxodom 6 ampoghuueckue, eunepmpogpuueckue u KeaouoHwle pyoysl

Fig. 7. Appearance of patient A.: a — front view of the patient; 6 — back view
of the patient. After surgical and chemotherapeutic treatment the resolved
elements of acne with the outcome in atrophic, hypertrophic and keloid scars
are visualized

Oo0cyxneHne

3HO BBI3BIBAIOT CUMMTOMBI, OOYCJIOBJIIEHHBIE BO3-
JNEeWCTBUEM OIYXOJIM Ha COCeIHME TKaHU WU pa3BUTHEM
MmeTacrazupoBaHus, a takke [THC, 3a cuer cekpenun
OMOAKTUBHBIX BEILIECTB WJIM MHIYKIIMA UMMYHHBIX peakK-
uii [2].

TopmonansHbie HapymeHus npu [THC npencraBns-
10T cOo0Oil sBJIEHUsI, XapaKTepU3YyIOIIUecss CHOCOOHO-
CTBIO OITyXOJIEBBIX KJIETOK BBI3bIBATH 3HIOKPMHOMATHH.
OHU He CBSI3aHbI C MPSIMBIMM JIOKATbHBIMM WM MeTa-
CTaTUYECKUMU ONYXOJIEBEIMU dhdeKTaMu U BMECTO
3TOr0 aCCOLUMUPOBAHbI C MPUOOPETEHHOM IpOAyKLIMEH
¥ BBICBOOOXICHMEM OMOJIOTUYECKU aKTMBHBIX BEILIECTB,
a IMEHHO TOPMOHOB, (PYHKIIMOHATbHO aKTUBHBIX ITETITHU -
OB M IIUTOKMHOB. Takoe BBICBOOOXIEHNE MOXET OBITh
OITOCPENOBAHO OITyXOJIEBBIMU KJIETKAMU C 3HIOKPUHHOMU
nudbepeHIIMPOBKOI K 6e3 Hee, U AMarHOCTHKA HI0-
KPUHHBIX HapylIeHWId MHOTIA MPEIIIecTBYeT AMarHocC-
tnke 3HO. DTH ropmMoHanbHbIe HApYILLIEHNST Ha3bIBAIOTCS
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IMapaHeoIIaCTUIECKIMU, TaK KaK CEKPETOPHBIE KOMIIO-
HEHTBI, OTBETCTBEHHBIE 32 UX Pa3BUTHE, IPOUCXOMSIT U3
3HO, a He U3 mpeAroaaraeMoro dHA0OKPMHHOTO opraHa
win TKaHu. BosHukHoBeHue ITHC 3aBucut ot rucro-
soruveckoit mpupoasl 3HO, u pa3BuTHe HIOKPUHHBIX
ITHC yacTto MOXHO OOBSICHUTH OITyXOJISIMUA SHIOKPUH-
HOTO TPOUCXOXIACHMSI, TOTAA KaK IMPY HEIHIOKPUHHBIX
onyxoisx ¢opmupoBanue 3HIOKpUHHBIX [THC TpebyeT
JIOTIOJTHUTEILHOTO U3ydeHus [3].

AKHe TpeacTaBiisieT co00ii BOcHaJluTeIbHOE 3a00-
JIEBAHME CaJIbHO-BOJIOCSIHOM EIMHMIIBI, BO3HHUKAIOIIEE
B pe3yJbTaTe aHIpPOreH-UHIYLIMPOBAHHOTO YBEJIUYCHUS
MPOAYKIIMU KOXHOIO cajla, U3MEHEHUST KepaTMHU3AIIUH,
BOCHaJICHUS U OaKTepHaJbHOI KOJTOHU3AIIMU BOJOCSHBIX
¢onTUKyJI0B Ha JIUIle, 11ee, rpyau u criuHe Cutibacterium
acnes [4]. Y akHe MHOrogakTopHasi 3TUOJIOTHSI, KOTOpas
BKJIIOYaeT TOPMOHAJIbHOE BO3IEHCTBME, BOCIAJICHUE,
cTpecc 1 IeliCTBHE JIEKapCTBEHHBIX ITpernapaToB. Bricklma-
HUST aKHE TOPMOHATIbHOM 3TUOJIOTMH BbI3BaHBI TUIIEPITPO-
IYKIMe KOXHOTO caja M3-3a DHIOIeHHBIX aHIPOTeHOB,
TaKMX KaK TeCTOCTePOH, AeTUAPOINUAHAPOCTEPOH, NeTU-
JIPO3MUAHIPOCTEPOH-CYIb(MAT, aHAPOCTCHAMOH U IUTH-
JIPOTECTOCTEPOH [5, 6]. AHIPOreHbI MPEACTABISIOT COOOM
HauOoJjiee BaxXHbIE M3 BCEX T'OPMOHOB, DPETYJIHUPYIOIIMX
BBIPAOOTKY KOXKHOTO cajia. AHIPOTeH3aBUCHUMAs CEKPeITns
KOXKHOTO cajla OMOCPENyeTCsl TECTOCTEPOHOM U AUTUIPO-
TECTOCTEPOHOM, a TAKXKE APYTMMU aHaporeHamu [7, 8].

B Bospacte 15—19 net 'KO cocrasstiior 13,9 % 3HO,
CTaHOBSICh HauboJjiee pacHpoOCTPAaHEHHON COJMIHOM
OMyXoJibl0 U BTOpBIM ITo yactore 3HO mocne aum-
¢omMbl XOIKKMHA B 3TOIl Bo3pacTHOU rpynme. Ha
OCHOBE 3MUAEMUOJIOTUUYECKUX NaHHBIX Surveillance,
Epidemiology and End Results B CoenmHeHHBIX
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IrTatax Amepuxku (CIILIA) ckoppekTupoBaHHAasI IO
BO3pacTy 3a00JieBaeMOCTb  9KCTpaKpaHUaJIbHbIMU
I'KO B CIIA cocraBasger 11,7 Ha 1 MJIH y MaJIb4MKOB
n 6,7 Ha 1 MiH y neBouek. EcTb 2 3HAYMMBIX NMUKa
3a00JIeBaeMOCTH: OAMH y IeTeil MJaIlIero Bo3pacra
(0—4 rona), a npyroit — oT Havaja MOJOBOrO CO3peBa-
HUS 10 FOHOIIIECKOTO Bo3pacTa [9].

Xota y nereit ¢ 'KO naomogatorcs [THC [10—12],
B HACTOSIIEe BpeMsl MMEETCsl orpaHMYeHHass UHpOopMa-
s 00 MX DHIOKPMHHBIX MPOSIBIEHMSX. [uIeprecTo-
cTtepoHeMusi, oOycioBiaeHHast Beipadotkoil f-XIY T'KO,
CIIOCOOCTBYET MHOXECTBEHHBIM  9HIOKPUHOIIATHUSIM,
BKIIOYas akHe [13].

M36brrounas npoaykius B-XIT' B pamkax [THC 6bi1a
OIlMCaHa MpU CapKoMax, MeJlaHOMe, afeHOKapLUHOMAX,
IUIOCKOKJIETOYHOM pPaKe, HEMEJIKOKJIETOUHOM pake Jer-
KOI0 M OITyXOJIEBBIX OOpa30BaHMSIX I'€MOIIO3TUYECKOM
TkaHu [14—19]. KiuHU4YecKUMU TIPOSIBICHUSIMU TIPU
nanHoM BapuaHTe [THC Obutu rTMHEKOMAacTUs Y My>KUHUH,
HapyLIeHWs] MEHCTPYaJIbHOIO LMKJIA M BUPWIM3ALIM
y XKEHIIMH, a TaKXe IPeXIeBPEMEHHOE M0J0BOE CO3pe-
BaHMe y nereit [20].

3akiroyenne

IIpoTuBooryxoneBoe JeueHue (XUpypruyeckoe yaaje-
Hue omyxonu u [TXT) I'KO suuka cMemaHHOTO CTPOSHUS
¢ MeTacTazaMH B 3a0piommHHbIe JIY y mogpocTka HopMa-
nuzoBasio ypoBHU B-XI'Y (0,1 mMe/mit) u TectocTepoHa
(10,4 HMONB/T), a TakKKe TPUBEIO K PErpeccy YrpeBBIX
BBICHITTAHUIT O3 MpOBeACHUS Tepaluu, HaIpaBJICHHOM
Ha JieueHHe akHe. Ha ocHOBaHMU 3TUX Pe3yJbTaTOB MBI
TIPUIIUTA K BBIBOMY, YTO aKHE B TaHHOM ciiydae ob110 [THC
I'KO, nponyuupytonieit f-XI'Y.
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0 pa6ore HaunoHanbHoro obwecTea AeTCKUX remaronoroB 1 OHKOJIOroB
(HOAro)

B Hosg6pe 2022 r. HauuoHanbHOMY OOIIECTBY AET-
ckux remarojioroB u oHkosioros (HOJAI'O) ucnosHuiioch
13 et — ucropus Ob1ecTBa HauMHaeTcs Ha X Bceepoc-
CHIICKOM paboyeM COBEIIaHUM PYKOBOAMTEJEH JIeTCKUX
OHKOTEMAaTOJIOTUIECKUX IICHTPOB U OTACJIEHN I CyOhEeKTOB
Poccniickoit @enepannu (PP) «AkTyanbHbIe TTPOOIEMBI
JIETCKOM TeMaTOJIOTUU M OHKOJIOTH» , KOTOPOE TIPOXOIUIIO
20—22 Hos6ps 2009 ., koraa u 66UT0 OOBSBICHO O CO3/a-
HUUW OpTaHU3alnu.

HOII'O nHaunHano cBolo nedareabHocTh ¢ 200 cnenu-
anmuctamu u3 60 pernoHoB PD, Ha cerOMHSAIIHMIA IeHb UX
YUCJIO JOCTUTIIO 1976 yenoBeK 13 76 perMoHOB.

B nepuon 2009—2014 rr. npesunentom HOAT'O 6bL1
npodeccop A.A. MacuaH, B 2015—2021 rr. — akageMuK
PAH A.T. Pymsuues, u ¢ suBapst 2021 .. HOAT'O Bosrna-
Busa npogeccop C.P. Bapdonomeena.

3a ot 13 ner HOAT'O ycnemHo peaqn3oBago MHO-
KecTBO mporpaMM. OXHOW M3 CaMbIX YCTICIIHBIX SIBJISI-
€TCSI TIPOEKT BBHIC3IHBIX JIEKIMII-CEeMUHApOB «JlanbHue
PETMOHBI» B paMKaX KOTOPOI MPOBeIeHbI CEMUHAPHI B 76
ropomax P®. IpoekT 0BT co3maH coBMecTHO ¢ PI'BY
«HMUILI ATON um. Amutpusi PorayeBa» MwuH3Apa-
Ba Poccun, b® «Ilomapu xu3up» 1 b® KoHcranTnHa
XabeHCKOro 1 peaju3yeTcsl B paMKax CTpaTeTuy yydIie-
HUST Ka4ecTBa OKa3aHWs TIOMOIIM JIETSIM C TeMaTOJIOTH-
YECKMMU M OHKOJIOTUYECKUMU 3a00JIEBAHUSIMM, & TAKXKe
pPaHHETO BBISIBJICHUSI NAHHOW Tpynmbl 3a00JIeBaHUIA.

CemuHapsbl «JlanbHUE PEeTMOHBI» — 3TO JIEKIIUU, KOTO-
pble OXBATBIBAIOT TEMbl OT KOHKPETHBIX TUIIOB paka 10
VHQEKIMOHHBIX OCJIOXHEHUI 1 UHTEHCUBHOW Tepanuu,
TEHETUYECKUX CUHAPOMOB. 3a 13 JeT Yuciao OYHbIX YHU-
KaJIbHBIX ciymaTeneil coctaBwio 6osee 2000 yenoBek,
B IIEPUOJ1 TPOBEICHUS OHJIAfH-CEMUHAPOB, IPUHUMAsI BO
BHUMaHUWE STMUIEMUOJOTUYECKYIO CUTYallul0 B MUPE, —
okousio 1000 yenoBek. 3a Bce Tombl mpoBeneHo 116 cemu-
HapoB, Psl U3 KOTOPBIX B OHJIAWH-pexume. OTMETUM,
YTO CEMUHAPBI BXOAAT B CUCTEMY HENIPEPBIBHOIO MEIU-
uHckoro obpazoBaHusi (HMO), 4TOo, HECOMHEHHO,
npuaaeT MpeuMyliecTBo ux ¢opmaty. HemamoBaxxHbIM
aCMeKTOM CTajl TOT (PakT, 4TO Ha CETONHSIIHUN NEHb
B IIPOEKTE MPUHUMAIOT yYaCTHE MHOTUE KPYITHBIE LIEHTPHI
Poccun: I'BY3 «Mopo3oBckas aeTrckas ropoackast Kiu-
Huyeckas OosibHUIA [lemapTamMeHTa 3ApaBOOXpaHEHUS
ropoga MockBbel» (Mocksa), ®I'BY «HammoHambHBII
MEIUIUHCKUI HCCIeNOBATEIbCKUIA LIEHTP OHKOJOTUU
um. H.H. broxuna» Munsnpasa Poccuu (Mocksa), HUN
JIETCKOW OHKOJIOTUU, TeMATOJIOTUU U TPAHCILUIAHTOJOTUU
uM. P.M. Top6aueBoit ®I'BOY BO ITICII6IMY um. akan.
W.I1. ITaBnoBa Mun3znpasa Poccun (Cankr-IletepOypr).
DT0 MO3BONUIIO TPoaeMOHCTpUupoBaTh, uTo HOJIT'O 00b-
€MHSIET Bpauyeil U3 pa3HbIX IEHTPOB U TOJIBKO COBMECTHO
BO3MOXHO OCBETUTbH BaXHBIE aCHEKThI TIETCKONH OHKOJIO-
TY1/TeMaTOJIOTUM JIJIST Bpauell U3 perMOHATbHBIX KITMHUK.
OOpa3oBaTesIbHbIN TTPOEKT «/lalbHUE PErMOHBI» MO3BO-
JIWJT YMEHBIIUTh YUCIO CIIyd4aeB MO3AHEU NMAarHOCTUKU
B cyObekTax 10 24 % u sra umudpa yoeauTeIbHO JOKa-
3bIBAET, YTO IOCTOSIHHBI OOpa30BaTEIbHbBII KOHTEHT,
B YaCTHOCTHU «JlaJIbHUE pEerMOHbI», He0OXoauM B Poccuu.

B 2012 &. cTaptyeT poekT «JleuuM BMeCTe», KOTOPBIi
peanusyercsi PermoHajJbHBIM OOIIECTBEHHBIM (POHIOM
TMOMOIIU AETSIM C FeMaTOJOTMYeCKUMU U UHBIMU TSKe-
JibiMu 3a6oieBaHusMu 1 HOJIT'O. TIpoekT u ceiiuac rnpo-
JIoJDKaeT cBolo pabory Ha 6aze ®I'BY «<HMMUIL IO
um. Imutpust Porauesa» Munsnpasa Poccuu.

B 2014—2015 rr. aKTUBHO pean30BBbIBAJIICS COBMECT-
Hblli ¢ [TepBbIM MEIUIIMHCKUM KaHAJIOM TTpoeKT «Illkomna
JIETCKOU TeMAaTOJI0TUN-OHKOJOTUW».

2014 ron — nepBbIil roa uzganus «Poccuiickoro xyp-
HaJia IETCKOM reMaTOJIOTUU U OHKOJIOTUW», HA CETOHSII -
Huii neHb xypHai BktoueH B BAK, SCOPUS u gaBnsiercs
OIIHUM U3 ABTOPUTETHBIX U3JAHUI B 00JIACTU NETCKOW
OHKOJIOTUU U TEMATOJIOTUU.

B pamkax BcemupHOro nHSI JETCKOW OHKOJIOTHM,
KOTOpBIN exerogHo orMeuaercs 15 despanss, HOATI'O
HAllOMMHAET O BaXHOCTU OOpPBOBI C JNETCKUM DPaKoM
¥ IPUYPOUYUBAET K ITOM 1aTe BasKHbIE COOBITUS U3 KU3HU
OO1ecTBa U CIYKObI 1€TCKOM OHKOJOTMU U TeMaToJ0-
ruu. Tak, 1o 2021 . HOJATI'O exxerogHo mpoBOAMJIO Mpecc-
KOH(bEepeHIINI0, MOCBAIlICHHYI0 BceMupHOMY OHIO NIET-
ckoif onkosnoruu. 15 despais 2021 r. cocTOSII0CHh OTKPBI-
The HOBBIX KopitycoB HU U netckoit OHKOJIOrMY U reMa-
tonorun ®I'BY «HMMUWII onkonorum um. H.H. brroxura»
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Munznpasa Poccuu; 15 deBpansg 2022 1. ycrenHo mpo-
ma I IIxkosa mo 1MarHocTuKe M JISUSHUIO JIeTeil ¢ pel-
KuMM omyxojissMu; 15 deBpansg 2023 1. mpoBeeHBI yXKe
IV JIypHoBckue uteHusi «CoBpeMeHHBIE BO3MOXKHOCTHU
U TOCTVZKEHUS B IETCKOI OHKOJIOTMI», co3naHHble B 2019 .

B anpene 2015 . HOAT'O crano opranuzatopom KoH-
rpecca SIOP Asia — 2016, koTtopslit ripoiiies B MockBe.

B nos6pe 2015 . HOAT'O crano accounyupoBaHHBIM
ywieHoM MexmyHapoaHoit 1uru 6opsosl ¢ pakoM (UICC).
B pamkax Konrpecca UICC HOJIT'O opranu3oBao u rpo-
BEJIO CECCHIO TT0 ASTCKOI OHKoJIoruu coBMecTHo ¢ SIOP.

25—26 Hos10ps 2016 1. cocrosutack nepsas Llkona mo
sMmOpuoHaabHbIM omyxosiM. C 2019 r. Illkona mpomo-
KaeT cBolo pabory Ha 6aze PI'BY «HMUIL ATOU um.
Jmurpusa PoraueBa» Munsapasa Poccun. Ha cerogusii-
Huii geHs non arupoit HOJAT'O npoBoasrcs 7 aelicTByo-
mux oopasoBareabHbIX [11Kom:

1. IlIxoJ1a 1o AMarHOCTUKE U JICYSCHUIO IETEH C OIyXO-
JsimMu movek (2020 ).

2. IlIxona 1o IMarHOCTUKE U JIEYCHUIO NeTeil C peIKM-
MU omyxossimu (2022 1.).

3. llIkona mo conpoBoauTenbHOI Tepanuu (2022 1.).

4. IlIxosia mo IMarHoCTUKeE U JICUEHUIO HelipobiacTo-
MbI (2021 ).

5. IlIxoJa mo AMarHOCTUKE U JISYEHUIO PETUHOOIaCTO-
MBI y neteit (2022 ).

6. Illkona mo AMArHOCTUKE M JICYCHUIO JIEIKO30B
u numdom y aeteii (2021 ).

7. EBpasmiickas 1IKoJjia JETCKOIO OHKOJIOra-TeMaTo-
qora (2022 1).

Exeronno HOJIT'O nipoBoauno ot 4 no 10 onnaiiH-ce-
MMHAPOB 10 pa3HbIM HAIIPaBJICHUSIM B IETCKOI OHKOJIO-
MU Y TeMaTOJIOTUU.

3a 13 ner gearenbHocTM OOIIECTBO OPraHU30BAIO
10 mexxpernoHanbHbIX coBelanuii/Konrpecco HOTO,
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3 oobenuHeHHbIX Konrpecca HOIAI'O u Poccuiickoro
ob1iecTBa aeTckux oHkosoros (POJO).

HOATI'O Buimyctuno Karamoru aeTcKux reMaTosioru-
YECKHX M OHKOJIOTUYECKUX LIEHTPOB, Ky/a Boliuia MHDOp-
Mauus o KimHuKax Poccum u 6imkHero 3apyoexxns.

C 2010 . HOAI'O BeIcTymaer 3a pedopMHUpoOBaHUe
CIyXOBl NETCKON TIeMaTOJOTMU-OHKOJIOTMU, BBEIACHUE
MEXIYHapOIHOU CHUCTEMBbl 0Opa3oBaHUS U (pOpMUPOBa-
HUE eIVHOM CIIELMAIbHOCTH «I€TCKAsk FeMaTOJIOTUsI-OH-
KOJIOTHSI», KOTOopasi OyneT (hyHKIIMOHUPOBaTh B Halleil
ctpaHe ¢ 2024 r.

HOIAI'O HeomHOKpaTHO CTAaHOBWJIOCH OOJIagaTesieM
pasnuuHbIX npemuii. B 2012 . O6miecTBo cTano mobe-
nuteneM | Ilpemum B oGmactu onkonoruu “IN VITA
VERITAS” B HomuHauyu «JIy4dimmii HaydHO-00pa3oBa-
TeJbHBIN MpoekT». B mae 2015 u 2016 rr. HOAT'O crano
oomanarenem IIpemun HaumonanbHOit MenuLMHCKOIM
IManatel B HomuHaum «Ham masik». B gekabpe 2015 .
[IIxomna mo AeTCKOi1 reMaToI0TMN-OHKOJIOTUH OblIa IpH-
3HaHa Jiyuieil Ha [TepBoM MeIUIIMHCKOM KaHaJe.

HOIAI'O B pamkax MeXIyHapOTHOH IesITeIbHOCTU
MPOIOJIKAET COTPYAHUYATh cO BceMupHOil opranuzaiuit
sapaBooxpaHeHus (BO3). CoBmectHo ¢ BO3 ycneniHo
peaIn30BaHBbl CIENYIOIINE TPOCKTHI:

1. Co3nmanue rpadmuecKux macrmopToB CIYKObI B CTpa-
Hax CHI u P®.

2. ITpoekT 1Mo paHHel AUarHOCTHKE 3I0Ka4eCTBEHHBIX
HOBOOOpPa30BaHUM y IETEH.

3. IToaroroBka KJIMHUYECKUX MHCTPYKTOPOB MO 00Y-
YEHUIO paHHEN TMarHOCTUKE paKa y JETEH.

4. DEDICA (r100a1bHbIi OIPOCHUK).

HOJT O aktuHO corpyaHuyaet ¢ PIBY « IDKKMIT»
Mun3sapasa Poccuu v IpoBOIUT CTpaTerMyecKue CeCCum
10 BOITpOCaM pa3pabOTKU U COBEPIIICHCTBOBAHUS KJIMHU-
YEeCKUX PEKOMEHIALIUIA.

0 pa6ote Poccuiickoro obuiectsa gerckux ouxkonoros (P0[0)

OdurnmanbHoil maroii peructpauuu Poccuiicko-
ro obmectBa aeTckux oHkosoroB (POHO) saBasiercs
11.07.2011. POOO O6b110 cO3MaHO MO MHULIMATUBE Yy4e-
Heix HUUW nerckoii onkonoruu u remarojorun (HUU
J0Ourl’) Poccuiickoro oHKOJIOrH4eCKOro HayIHOT O IIEHTpa
uM. H.H. bnoxuna Poccuiickoili akageMuyd MeIMLIMH-
ckux Hayk (POHLI). dnsa coszmanust OOIepoCCUCKOM
OOIIIECTBEHHOI OpraHM3alluy Oblja IpoaeaaHa OoJIbIast
MOJATOTOBUTENbHAS paboTa. B KaxXmom permoHe ObLIN
MMPOBEJICHBI COBEIAHUS, PE3YIBTaTOM KOTOPBIX SIBUIOCH
KeJlaHWe HaIllMX KOJUIeT M3 OOJIBIIMHCTBA PErMOHOB
Poccuiickoit ®enepaunu (P®) crats wienom POJIO.

IIpe3unenTom OO6IIecTBa ObLT N30paH akageMuk PAH
B.I. TMongxkoB. 3agymMmbiBasi co3gaHue TaKOW OpraHu3a-
i, Bpaun u yueHsle HUM J1Oul’ pykoBoACTBOBAINCH,
MpeXAe BCEro, XKeTaHUeM CONeHCTBOBATh OOBEAMHEHUIO
CTELMAIUCTOB (XMMHUOTEPATIeBTOB, UMMYHOJIOTOB, OMO-
TepareBTOB, CIICIIMAINCTOB MO KJICTOUHBIM TEXHOJOTH-
sIM, MOJICKYJISIPHBIX OMOJIOTOB, MaTOMOP(OIOTroB, TeHe-
TUKOB, IIMTOTEHETUKOB, JYYEBBIX TEPAIIeBTOB, XUPYProB
1100010 Mpouis, SHIOKPUHOJIOTOB, O(PTAILMOJIOIOB,

OTOJIAPMHTOJIOTOB, CTOMATOJIOTOB), MTPUHUMAIOIIINX y4a-
CTHE B IMAarHOCTUKE U JIEYCHUU OOJIbHBIX C OHKOJIOTHUYE-
CKOM IIaTOJIOTUEN OETCKOTO BO3pacTa BCEX JIOKAIU3ALUMN
u J1000# Mopdonorndeckoit nmpuHamieskHocTu. [lepen
OO0111eCTBOM OBITM IMOCTaBJIEHBI CIEIYIOLINE LIEITN:

* MOBBILIEHUE KAuyecTBa JIEYEHUs JIETE C omyxoJe-
BOi1 marosiorveii B PMD myreM KooIepupoBaHUs YCUIUI
CMELMATMCTOB BCEX HAaMpaBJeHUN B 00JaCTU MeauaTpu-
YEeCKOW OHKOJIOTMHU, TPOABUXKEHUS CTPATErMy y4acTus
MYJIbTUAMCUUTIIMHAPHBIX KOMaH/I B JIEYEHUN OHKOJIOT U -
YeCKUX OOJIbHBIX;

* TIpUBJICUCHUE MHTEPECa OOIIIECTBEHHOCTH, HAyIHBIX
U MPAKTUYECKUX MEIULIMHCKUX KaIpOB K PEIIEHWIO KOM-
IUIEKCHBIX BOIIPOCOB JiedeHUs neteit PO ¢ onyxojieBbIMU
32001 BaHUSIMU;

* COJICCTBUE MOBBIIIEHUIO KAaY€CTBA MEAULIMHCKOTO
00CIIy>KMBaHUSI, CHIDKCHUIO JICTAJIbHOCTA B JICUEOHBIX
yupexneHusx P@;

* COHECUCTBME MOBBILICHUIO YPOBHS HAayYHbIX 3HAHUM
U IIPAKTUYECKUX HABBIKOB CITELIMATIMCTOB B O0OJIACTU IET-
CKOM OHKOJIOTUH;
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* TIPUBIICYCHUE PETUOHAIBHBIX Bpaueii-IeTCKUX
OHKOJIOTOB K HayYHOU AESITeIbHOCTH, YIaCTHIO B KOHbe-
peHLUAX, KOHIpeccax U APYIUX HAyYHBIX MEPOIIPUATHUAX
C HayYHBIMU TOKJIaJaMM U IMMyOJIUKAIIASIMU;

* BHEApEHUE U TIOBBIIICHHWE KadyecTBa IIPOTPaMM,
HaIpaBJeHHBIX Ha peadWINTAIINIO, M OKa3aHUe TTOIICPXK-
KU MMaleHTaM, MepeHeCIInM ITPOTUBOOITYX0JIEBYIO Tepa-
MU0 U BBICOKOTPAaBMATHYHBIC M WHBAJIUAUIUPYIOIINE
XUPYPTUYECKHE BMEIIATeIbCTBA;

* pa3BUTHE TMAJUTMATUBHON CIYKOBI M paclIvpeHue
BO3MOXHOCTell 00e3001MBaIoNIeii Tepaluy B YCIOBUSIX
XOCTIrca 1 Ha JIOMY.

POJO Bomuto B cocTaB HEKOMMEPYECKOro map-
THepcTBa «HammonanbHass MegunuHckas Ilamata»
(www.nacmedpalata.ru). 28 Hosiopss 2014 1. Ha CoBeTe
HeKoMMepyeckoro naptHepctBa «HamoHnansHasa Menu-
nuHckas Ilamara» ero npesuneHT Jleonna MuxaiiaoBua
Pomranp TopkecTBEHHO TIO3IpaBWI  IIpeACTaBUTECH
OO0111ecTBa U Bpy4uJ cepTUGUKAT O YWICHCTBE.

B 2012 . mon arunoii Accounaiiuu OHKoJ10roB Poccuu
n POJIO ObI1 OCHOBAH Hay4YHO-TIPAKTUYECKUI KypHas
«OHKONenMaTpusi», IMPOMOJLKUBIIMI KU3Hb XypHaja
«JleTckass OHKOJIOTHsI», W3JaBaBIIETOCs I10J peaaKiuei
akagemuka JI.A. lypHosa ¢ 1993 r. [l1aBHBIM pemakTo-
poMm ctan akagemMuk PAH B.I. ITonsikoB. B penakiimoH-
HBIII COBET HOBOTO XypHaja BOIILJIM MHOTHE BEIyIIMe
OHKOJIOTY MHOCTPAHHBIX TOCYIapCTB, B HEM MMEJIN BO3-
MOXKHOCTH OITyOJIMKOBAaTh CBOM PAaOOTHI Bpauu M YUYECHBIC
J11000T0 pervoHa Hallleil CTpaHbl, Y4eHble U3 OJMXKHETO
U JaJbHEro 3apy0eskbsi, OCBEIIAIMCh MaTepuaabl OHKO-
JIOTUYECKUX CBE3T0B M KOHMEepeHLMI, UMeNcs pasaei
0030poB «I1o cTpaHuLaM 3apy0exHoii neyatu». B 2016 .
KypHan Obul BKIoYeH B mepeyeHb BAK, a ¢ 2019 . —
B SCOPUS. K coxanenuto, B 2020 1. myTeM MOAIEIKNA
MOAMMCEN U TOoAIora XypHajl ObLT MepeperucTpupoBaH
Ha YacTHOe JIMII0O M, HECMOTps Ha BO3BpallleHUE ero
OO0111eCTBY B pe3y/IbTaTe MPU3HAHUS CYIOM HEIPpaBOMOY-
HOI1 mepeperucTpalum, a Takxke ¢ y4eTOM O0beIMHEHUS
K 3TOMY BPEMEHU [BYX OOLIECTBEHHBIX OpPraHU3ALMIA
B enuHyio — Poccuiickoe 00IIECTBO JETCKMX OHKOJIO-
ros u rematosioros (POJOI), nanpHeiiluee ero nuzgaHue
OBLIO TIPEKPAIlEHO B IMOJIb3y OObEIUHUBIIETO TEMATUKY
nerckoit onkoyioruun XypHaia HOJII'O — «Poccuiicko-
ro >XKypHajia JEeTCKOW IeMaTOJIOTMM UM OHKOJOTUM». TeM
He MeHee XypHaj OblJ 04eHb BOCTPEOOBAaH U 3a MEePUOJ,
CBOETO CYILIECTBOBAHMSI B HEM OBLIO OIyOJMKOBaHO 158
Hay4YHBIX CTaTeil, MOCBSIICHHBIX CAMBIM Pa3IMYHBIM IIPO-
OemMaM JETCKOU OHKOJIOTUHU, TTPEUMYIIIECTBEHHO COJIMI-
HOW MaToJIOTUU.

B 2013 . POIOO 6bu1 co3maH COOCTBEHHBIN CailT
U MHTepHeT-TopTal «EnMHBIN cripaBOYHBIN HEHTp «JleT-
cKast oHKoJiorust P®», Ha KOTOPOM KOJUIETH 13 PETMOHOB
MOTJIM TIOJTYYIUTH JTIO0YIO0 KOHCYJIBTALIMIO U TIPEIIOKEHIE
no nedyeHuto naumeHToB. Ha [Moprane 6bu1n pa3MeIieHbl
uHMOpMaLIMS LTSI POAUTEICH, OOBSIBICHUS O MPEACTOSI-
IIMX HAYYHBIX M MPAKTUYECKUX MEPOMIPUATHSIX, a TaKXkKe
OTYETHI O MPOJETAaHHON paboTe U TOCTUKEHMSIX NETCKUX
OHKOJIOTOB cTpaHbl. bol monyyeH [Mpe3uaeHTCKU rpaHT
Ha pazButrie POJ1O u ¢ centsiopst 2016 1. 6butH pasmeltie-
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HBI OOyYaloIIrue MOMYIHU ISl JeTCKUX OHKOJ0roB. Ilpa-
BWJIBHO PEIIMBIIKE 3aJauld BpauM IOJIyJYaId MOATBEPK-
natouii ceptudukar ¢ noanuckio [pesunenra POJO.

OO0111eCTBO MPUBIIEKIIO K pabOTe OJIaroTBOPUTEIbLHBIE
(boHIBI, C TOMOIIBIO U TIPU YIACTUU KOTOPBIX IJIST pa3-
BUTHUS TPAKTUYECKOTO, 00pa30BaTEIbHOIO M HAydHOTO
MOTEeHIIMAJIa JETCKUX OHKOJIOTOB CTPaHbI IMPOBOAUIOCH
OrPOMHOE KOJIMYECTBO KOH(MepeHIMit Kak Ha 0a3e
POHII, Tak 1 B pa3TUUHBIX peTMOHAaX CTPaHbI.

POJ10 pabotaino B conpyxkectBe ¢ Poccuiickum o6111e-
CTBOM IT€UATPOB, COBMECTHO ¢ KOTOPBIM 10 2019 I. ObLTO
OpraHM30BaHO M TIpoBeneHO 12 3acegaHuil MO JAETCKOI
OHKOJIOTHH, a TakxXe ¢ Poccuiickum o0I1IeCTBOM JIETCKUX
XUPYProB, ¢ KOTOPHIM IIPOBENIEHO 7 COBMECTHBIX KOH(e-
pEHLIMIA.

OCHOBHBIM TIOMOIITHMKOM B pabore POJIO Onuta
onarorBoputTenabHasg opraHuzauusgs OMK  «Yuactue»,
KOTOpasl TpuBJieKajga pa3IMYHbIe OOIIEeCTBa, rocymap-
CTBEHHbIE CTPYKTYpPbl U OOIIECTBEHHbIE OpraHu3aluu
IUIST TIPOBEACHUSI MACCOBBIX MEPOINPUSITUI, TOCBSIIEH-
HBIX JETSIM C OHKOJOIMYEeCKMMHU 3a00JIeBaHUSIMH, KakK
B Mockse Ha 6aze HUU J10ul, Tak u B pa3TUu4HbIX peru-
oHax P®. CoBMeCTHO C APYrMMM GJIarOTBOPUTETbHBIMU
opraHuzanusMu («3uMHU Oan», «Bpauum u pomurenu
BMecTe», «TBopueckoe mapTHepCTBO», «MIiepaTopcKuii
01arOTBOPUTEIbHBIN (DOHI», KOTOPLIM ObLIa yupexkaeHa
CTUIICHAMS 17151 Bpaueli-rodeaureneit KoHkypcos) POIO
ObUIM OpraHM30BaHBI Ha PETYISIPHON OCHOBE BEJIOIPO-
oeru «Pak mobGenum», Xxopeorpacduyeckoe OOIIECTBO
«Mo3zauka ot apyseii» — wmactep-Kiacchl «bpacneTs
M LBEThI», «[letn — nersim», «Mrpol modenureneit», «1loy
MBUIBHBIX MY3bIpeil» «JleHb cTpoutensa», «I[lecouHoe
moy», «CTOHMKMIA ONOBSIHHBINM COJNAATUK», «TepeMOK»,
«BomeoHbie cHbl», «AB-Tepanus Ha Kojecax», «[onoc
cepaua», «C Mupy 1o enke», «MedTbl COBIBAIOTCS»,
«CoNHEeUHBIN AeHb», «3UMHUI 0all», «ApPTUCTBI», «JloM
kuHO», «PucoBanue», «Teatp», «COOpHasi 1O XOKKEIO».
bbin 3akimioueH 10roBop ¢ MOCKOBCKOI TOCyIapCTBEH-
HoI KoHcepBaTopueit umenu I1.M. YaiikoBckoro, yuye-
HUKU KOTOPOI eXXeHeneIbHO MPOBOIMIN MY3bIKaJIbHbIE
Bedepa (popTenMaHHON MY3bIKU IJISI AeTel, HAXOASIIUXCS
Ha neyeHun B HUU A Oul, u nx pogureneii. CoBMeCTHO
¢ 61arOTBOPUTEIbHBIMU (DOHIAMU 110 MHULIMATUBE U MO,
pykoBoactBoM POJIO exerogHo OpraHM30BLIBAINCH
npa3gHUKU B MeXIyHapOaHBI JeHb 3alllUThl JeTeit
¥ JleHb 60pbObI ¢ OHKOJIOTHUYECKMMU 3200JIeBAHUSIMU.

IIpu mommepXKe U HEMOCPEACTBEHHOM YYacTHU
POJ1O Bo Bnamumwmpckoit obiacTu ObLIO OpraHM30Ba-
HO oTtnesieHue peadbunurauuun «llepemapb», B KOTOpoM
YCIICIITHO IMPOBOIMIIACH PeaOUIUTAIIUS ITAIIEHTOB MEXIY
KypcaMu IIPOTUBOOITYXOJIEBOI Tepaluy 1 MOCJIe €€ OKOH-
yaHus. B coctaBe oTneneHust paboTaroT Bpaun-KOHCYIb-
tantel HUW J10ul, counanbHbie paOOTHUKU U TICUXOJIO-
ru. Kypaiuio MeguimHCKIX BOITPOCOB BO3IJIaBUIa K. M.H.
T.B. TopOyHoOBa.

POIO pa6Gorano nox srumoit MunsapaBa Poccum,
COBMECTHO € KOTOPBIM OCYLIECTBJISJIO ayIUTOPCKHUE
MOE3IKM TI0 pa3JUYHBIM PeTHMOHaM CTpaHBbI IS OLIEHKU
paboTHl M KavyecTBa OKa3blBaeMOI Ha MeCTax MEIUIIMH-
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CKOIl MOMOIIM OHKOJIOTUYECKMM OOJIbHBIM. B pamkax
TaKkoOW IMpOrpamMMbl OBLIM COBEPIIEHBI BbIE3AbI B Tyiy,
PoctoB, KpacHomap, Apxanrenbck, CaparoB, Ha3spans,
Iposnsbiii, Cesacromonb, Cumdepornonb, YebGokcaphl,
Yenaounck, Cankr-ITetepoypr, Hanbuuk. [TpoBoguauce
COBEIIAaHUS 110 OpraHU3alM OHKOJOTUYECKO TTOMOIIN
neraMm B LlenTpanbHoMm, HOxHoMm, CeBepo-3amagHoM,
IMpuBomxckom u CeBepo-KaBkaszckoMm denepalbHBIX
okpyrax P® ¢ npuBieyeHUEM COTPYIHUKOB MUHUCTEP-
ctBa. [Ipu HenmocpencTBeHHoM yuyactun POJ1O npoBoau-
JIUCh JIMLUEH3UPOBAHUE OTIEJICHUMN NETCKOW OHKOJOTUU
U cepTuduUKaus CHeIUATINCTOB I10 CIEIMaJIbHOCTU
«JI€TCKasi OHKOJIOTUST».

CosmecTtHO ¢ Mun3apaBom Poccuu B 2012 1. 6611 pas-
pabotaH u yrBepxaeH «I1opsiiok oka3zaHus MEIULIMHCKOM
IMOMOIIN JETSIM C OHKOJIOTMYECKUMU 3a00JIeBaHUSIMU».
POJ10O npoBoauanch COBEIIAaHMS TI0 BOIPOCAM COLIMAb-
HO-IIPaBOBOM MOMIEPXKKU CEMEU C AETHbMU, HYKIAIOIIUMU-
¢ B TIaJUIMAaTUBHOM oMot B Mockse. Ha MHOTrOUMC/IEH-
HBIX 3aceaHusIX B MUHUCTEpCTBE 00CYKIaaMCh BOITPOCHI
JIOCTYITHOCTH 00€300JIMBaHUSI COBMECTHO C TIPEICTaBUTE-
namu TocymapcrBenHoit JIympl, HaunonaneHoit Menn-
nuHcKoit Ilamatbl, OOIIECTBEHHBIMU O0JIarOTBOPUTEb-
HBIMU (DOHIAMU, TALUEHTCKUMU OpraHu3alusIMu. Beuim
MMOATOTOBJICHBI TIPOEKThl 3aKOHOAATEIbHBIX AaKTOB IO
o0ecIieyeH1IO HyK]T B 00€300/IMBaHMN MALIMEHTOB, 00JIer-
YEHUIO MOCTYITHOCTM HAapKOTUYECKUX IIperapaToB MpU
OKa3aHUU aMOY/IaTOPHOI ITOMOIIIY, Ha TIOMY U B XOCTIHUCE.
ITpu HenocpencrBeHHoM yyactuu POJIO 6wt paspaboTaH
[Mopsimok okazaHusI MANIMATUBHON TTOMOIIM ACTSIM, B TOM
YUCJIe C OHKOJIOTMYECKMMHU 3a00JIeBaHUSIMU. bbLto mpoBe-
JIEHO HECKOJBKO pabdOyrX BCTPeY U COBEIIAHMI AETCKUX
OHKOJIOTOB CO CITEIMAJIMCTaMMU MO NAJTUAaTUBHOM ITOMOIIIMN
1 opdaHHBIM 3a00JIeBaHUSM, IO Pe3yabTaTaMi KOTOPBIX
ObLIO BHICTPOEHO B3aMMOICICTBIE MEXKIY CIIeLIMAICTaMU
CMEXHBIX TeAUATPUUYECKUX CIELUATbHOCTEH, TeTCKUMU
OHKOJIOTaMH U CIeLIMAIMCTaAMM MaTMaTUBHON ITOMOIIIH.
CdopmupoBaHa MoJeab OKa3aHUS MaUIMAaTUBHON MeIu-
LIMHCKOI TOMOIIIY JETCKOMY HaCeJIEHUIO, COIJIACHO pa3-
pabotanHoMy [lopsiaky, cTaHmapT niepeaadu MalreHTOB U3
JIETCKOM OHKOJIOTHU CITeLMATMCTaM MAJTMAaTUBHOMN TTOMO-
IIA ¥ TIOATOTOBJICHBI MPEUIOKEHUS IO MapIIpyTU3aLUN
s MunsnpaBa Poccuu, pabouast cxeMa B3aMMOJIEiCTBUS
MEIULIMHCKUX CICLIMAJIMCTOB C 0JIATOTBOPUTEIbHBIMU
¢oHIaMU B LIEISIX CBOEBPEMEHHOI'O U KaueCTBEHHOTO OKa-
3aHMST NAJIMAaTUBHON MEIUIIMHCKOM moMoinu. 1o mpen-
cTaBJIeHUIO M xoxaTaiicTtBy npesuneHTa POJIO akanemuka
PAH B.T. ITonsixoBa u npe3uneHTa Coro3a neguatpon Poc-
cum akagemnka PAH A.A. bapaHoBa cocTostioch Harpax-
nenue nporouepes A.E. TkaueHKO KaK OJHOTO U3 MEPBbIX
OpraHM3aTOPOB OKAa3aHUs MATMATUBHOM IMOMOIIU AETSIM
B HallIell CTpaHe.

POJO mpuHMMaNo aKTMBHOE ydacTHe B CO3JaHUU
KIIMHUYECKUX PEKOMEHOALMUA I10 AETCKOW OHKOJOIUU,
KOTOphbIE ObUIM yTBep:KAeHbI Tpe3uaeHToM OO11ecTBa
U MpeacTaBieHbl B MUHUCTEPCTBO 3apaBooxpaHeHuss PO
u HanmonaneHyto MenuimHcKyto [Tanary.

C momenTa coszpanust POJIO nmpuoputeTHO# 3agaveii
€T0 Pa3BUTHS CTAJIO IIPEACTABICHUE TOCTUXKECHUMN IETCKOMN
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OHKOJIOTUM BO BCeX cepax MeauaTpuIecKux CIeaib-
HOCTel B LensIX (OpMUPOBAHUS 3HAHUI U OHKOJIOTMYEe-
CKOIf HACTOPOXXEHHOCTH. PellleHre ObLIO TOCTUTHYTO 3a
cuet yyactust wieHoB POJIO B HaydYHBIX MEPONPUSITHUSIX,
MPOBOIVMBIX TTeAUaTpaMU, AETCKUMU XUPypramMu, Ipyru-
MU CIIEHMAIMCTaMU TIeAUaTPUIECKOro MpouIs, a TaKxkKe
B Cbe€3/1aXx U KOHTpeccax, OpraHM30BaHHbBIX Accolraiei
oHKoJj0roB Poccuu.

B nmamsaTh 00 OCHOBOMOJIOXKHUKE N€TCKON OHKOJOTMU
B Poccum akapmemuke PAMH JI.A. dypHoBe B nekabpe
2011 r. 6puta mpoBeaeHa HaydHo-mpakThueckass KOH-
epenums «Jerckass oHkonorusi B MockBe: pe3yibra-
Thl, TOCTUXKEHUSI, MEPCIEKTUBbI», a TAKXKE CUMIIO3UYM
«AKTyaJibHBIE BONPOCHI HeTcKoit oHKojoruwm» (Lllxoma
nerckoro xupypra). B 2015 . POJ1O ¢ 60ab111uM ycriexom
opranuzoBajo 1 nposeio VI Cbe3n JeTcKuX OHKOJIOTOB
Poccumn ¢ MexmyHapomHBIM ydyacTueM «JlOCTHKeHUS
M TIEpCHEKTUBBI JETCKOM oHKomorum», B 2018 . —
VII Cwe3n merckux oHkosnoroB Poccuu ¢ mexxayHapon-
HBIM ydacTueM <«/{oCTuKeHUsS M MepCIeKTUBBI JETCKOM
OHKOJIOTHM», TJie ObLJIO OXBaYeHO 22 HAyYHBIX HAIlpaBJie-
HUsI, mpeacTaBiieHo 217 moKIamoB U JEKILWi, B TOM YUCTIe
roctamu u3 AMepuku, [epmannu, Kuprusnum, Azepoaii-
xkaHa, Kazaxcrana, Utanuu, Aurnuu, benapycu. Kpaiine
MHTEPECHOI 1 BOCTPeOOBAHHOI TeMOIT 0Ka3aJloch IMPOBE-
JeHHEe MacTeP-KIacCOB 10 XUPYPTUM.

IMon srumoii n kypauueit POJ10O, a Takxxe mpu Ioj-
nepxke Ero WMwmmepatopckoro BenmuectBa Besiukoro
kHa3g Teoprmss MuxaiiioBuya OBUIM  OpraHM30Ba-
Hbl U npoBeldeHbl | («MHHOBAalLIMOHHBIE TEXHOJIOTUU
B neTckoit oHKoorum») u Il («CoBpeMeHHBIE TPOOIEMBbI
U TOCTIDKEHUSI AETCKOM OHKOJIOTHUM» ) KOH(MEPEHIIUU 1eT-
ckux oHKoJioroB CeBepo-3arnanHoro pernoHa Poccuu. Ha
IV ®opyme aeTCKHUX XUPYProB ObLI OpraHU30BaH U IIPO-
BEIEH CUMITO3UYM «XHUpPYprusl IIUTOBUIHOMN KEJIE3bI».
B 2018 . B loneuke wieHsl POJIO npuHuManu ygyactue
B MeXIyHapoJHO#l HaydHO-TIpaKTUYEeCKO KOH(epeH-
un «CoBpeMeHHbIE acCIeKThl IUATHOCTUKM M JICUCHMS
MallMeHTOB C OHKOJIOTUYECKUMM  3a00JI€BaHUSIMU»;
y4acTBOBAJIM B MEXIyHapoaHOU KoHpepeHmu B Ka3zax-
CTaHe; MeXIyHapoaHOM (opyMe JIMAEPOB 110 KOHTPOJIIO
OHKoOJIOTUUecKuXx 3abojieBaHuii B LleHTpanbHoil A3nmu,
npoxonusiieM B Y3oekuctane; IV EBpasuiickom popyme
no peakuM oone3HsaM; [1—VII EBpasuiickux KoHrpeccax
no omnyxoisiM rojoBbl M men (EASHNO); exeromHbix
cwesnax EBpasuiickoro oOlecTBa Mo M3yUYeHUIO OIyXO-
JIeil KOCTHO-MBblIIeuHoi cucteMbl; Ha VIII MexayHapon-
HoM cdopyme neTckux xupyproB POO 6butr mpoBeneHbI
MacTep-Kiacchl MO JEeTCKOM oHKoxupypruu. OO1iecTBO
MpUHKMMAJI0 akTuBHOe ydyacTue B CoBelIaHUU 3KCIIep-
toB P® mno namwutoMaBupycHoi nHbekuun «ITomxoab
K Oopnoe ¢ BITY-accoumyupoBaHHBIMM OHKOJIOIMYE-
CKUMHM 3a00JIEBAHUSIMU: MECTO BaKLMHOMPOMUIAKTUKI
B HaumoHanbHO# cTparernu 60pbObl ¢ OHKOJIOTUYECKU -
MM 3a00sieBaHUSIMU B PD».

Kpome toro, POJIO npuHMMaIo ydyacTue B OpraHu-
3allMU W TPOBEICHUN Pa3IUYHBIX CUMIIO3UYMOB, KOH-
(bepeH1IMii, KOHTPECCOB U IITKOJI IO OTAEIbHBIM HO30JI0-
ruyeckuM ¢opmaM 3a00JieBaHU, TaKUM KaK OIyXOJIH
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ma3a u opoutsl, JIOP-opraHoB, SHIOKPUHHON CHUCTE-
MBI, TIEUYCHU, TOYEK, OMOPHO-IBUTaTEILHOIO arlrnapara,
KOXHM, XEHCKOU pPEeNpOAYKTUBHON CHUCTEMbI, KOTOPLIE
MMPOBOJIMJINCH B paMKaxX KOH(MepeHIIMI, OpraHM30BaHHBIX
CMeUaTNCTaMU IO YKa3aHHBIM JJOKaJTU3aLIUSIM.

C 2012 o 2018 . POJ1O 6b110 OpraHu3aTopoM KOH-
depenumii o gerckoit onkonoruu Ha VII, VIII, IX, X,
X1, XII, XIII Cne3pax OHKOJIOTOB U PagvoJIOrOB CTpaH
CHTI u EBpa3uu, KOoTopble MPOXOAWIN B CTOJMIIAX pa3-
ymyHbIX ctpaH CHI. CtonbKo ke 3acemaHuii Mo AeTCKOM
OHKOJIOTUM TIPOBEICHO B paMKax exkerogHbix Cbhe3mnoB
OHKOJI0TOB Poccuu, a TakKe Ha €XXEroaHbIX POCCUMCKIX
OHKOJIOTMYECKMX KOHTpeccax, OpraHu30BaHHbBIX Poccuii-
CKMM OOIIIECTBOM KJIMHUYECKOUW OHKOJOTUU OHKOJOTH-
yeckoro HayyHoro 1eHTpa (RUSSCO). C 2013 . POJO
MMPUHKUMAJIO y4yacThe B OPraHM3allud M IPENCTaBICHUU
MPOrpaMM CUMIIO3UYMOB IO IETCKOM OHKOJIOTUM B paM-
Kax Bcepocculickux cbe3moB OHKOJOToB «benbie Houm»
B Cankr-IlerepOypre. Bce koHpepeHuMU, (OPYMHI,
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KOHIPECChI, Che3Ibl U BCE OOpa3oBaTe/bHble HayuyHbIE
3aceganus, npoBeneHHbie POJO, ObUIM TTOCBSIIEHBI
JOCTMKEHMSIM M TIEPCIIeKTHBAM B JETCKOW OHKOJIOTHH.
J1st yyacTust B 3TUX MEPOIPUSITUSIX IIPUBJICKAINUCH Bpa-
YU -JIETCKME OHKOJIOTU M3 BCEX POCCUIMCKUX PETMOHOB.

C 2019 1. mocie MpoBeAeHUSI COBMECTHOIO 3aceIaHUs
HOAT'O u POJ10O, Ha KOTOPOM OBIJIO MIPUHSTO PElIeHNe
00 obbenuHeHUM ABYX obOmiectB B exnHoe — POJOI,
JIajgbHelmas padoTta, BCe HaydyHbIE MEPOMIPUSATHUS IPO-
BOAWINCH COBMECTHO. DTO IPUBEIO K KOHCOJIUAALMU
U YKPEIUIEHUIO [PYXECTBEHHBIX M KOJUIETMAJIbHBIX
OTHOILIEHU CIIeLIMAIUCTOB-IETCKIUX OHKOJIOTOB, BEIHYX-
JEHHO HAaXOAMBIIMXCSI B IIOJIOXKEHUU IIONEPEMEHHOM
MPUHAIJICXKHOCTH TO K OJHOMY, TO K ApYyromy npodeccu-
OHAJILHOMY COOOIIIECTBY.

bnarogapuM Hammx KoJuler OETCKMX OHKOJIOTOB 3a
akTUBHOe ydactue B padotre POJIO, xemaem 3010pOBbs,
YCIIEXOB, TBOPYECKOTO BIOXHOBEHHUS U yIayd B HOBOM
2023 romy!

JBonouuns npotheccuoHanbHbIX co06LLECTB
[IeTCKUX OHKONOroB W remarosnoros

25-27 ampenst 2019 . Ha X Konrpecce HOAT'O «AkTy-
aJIbHBIC TIPOOJIEMBI M TIEPCIIEKTUBBI PA3BUTHUS HAETCKOM
reMaToJIoru-oHKonorun B Poccuiickoit Peneparum»
ObLJIO MPUHSTO pellieHue 00 O0beAUHEHUM ABYX MpPO-
deccuoHanbHbIX 001IecTB — HammoHansHOro obIecTsa
IeTCKUX remaTosioroB m oHKojioroB (HOJI'O) u Poc-
cuiickoro obiiectBa aeTckux oHkKosoroB (POJ10), uto
ITOJIBUTJIO K 3BOJIIOIIMHU ITPO(EeCCHOHATBEHOTO COO0IIIecTBa
JIETCKUX OHKoJoroB-remaTtoysioroB or HOAT'O n POJO
K PoccuiickoMy 00IIIeCTBY TeTCKUX OHKOJIOTOB 1 TeMaTo-
soroB (POIOT). BaxxHo ormetnts, uto HOJAT'O 1 PO O
MMOCTYKWJIA XOPOIIMM TIPUMEPOM JUISI MHOTO IPYTHX
O0IIIECTB, a UMEHHO — B HEOOXOAUMOCTHU OObEeIuHE-
HUS U TecHoro corpyaHudectBa. [Tomromouns HOAT'O
n POIOO odunumansHo nepemansl POJOIT ¢ HOS0ps
2021 . dna cozmanusg penome POJOI HOAT'O sasnsioch
TeXHU4YecKnM opraHuzaropoMm, a POIOI' — wuneiiHbIM
WCTIOTHUTEJIEM MEPOIIPUATAN 00BeAMHEHHOTO COOOIIIe-
CTBa JETCKMX OHKOJIOTOB M reMartojioroB Poccun. B pamkax
3aBepIICHUS TIepeqayr TIOJTHOMOYMIA OCHOBHAS IeSITE/Tb-
HocTb OyzeT niepeximoueHa Ha POIOT yxe B aTom, 2023 1.,
B TOM YHCJIC TI0 TIOJTHOMOYMSIM B3anMOAecTBUs ¢ MUH3-
npaBom Poccun nu HaumonansHoit MenuuuHcekoi [Tanaroii.

Hauunas ¢ ocenm 2019 1. mo Hacrosmee BpeMms,
POJOI' yxe mpoBeaeHO 3 00beAMHEHHBIX KOHTpecca

MO0 IETCKOW OHKOJIOTWHM, OPraHM30BaHO M IIPOBEICHO
11 xoH(pepeHIMIT B paMKaxX Che3I0B M KOH(MEpPEeHIIMit
Accoumanu oHkoJsioroB Poccuu, 7 KOA ¢ MeXay-
HApOMHBIM y4acTHEM, 8 BBIC3IOB B HaJbHUE PETHMOHBI,
HaJaXXeHBI 1 eXXEeTHEBHO OCYIIECTBIISIIOTCS TIpodeccuo-
HaJbHBIC KOHCYJIBTAIIMU 110 TEeJIEMEIUIIMHE, TIPOIOJIKa -
IOTCS BBICTYIUIEHUS BEAYLIMX crielMaancToB Ha [lepBom
MEIUIIMHCKOM KaHalle, OpPraHM30BaHBI TEJICKOHCYIIb-
Tauuu s poauteneit «derckas cpena». [NoreHmansb-
Hble Bo3MoxkHocTH POJIOIT Oe3rpaHMYHbBI, ayIuTOpPUS
MEeTCKUX OHKOJIOTOB 3a IIPOIIEAINNE TOObI HE TOJBKO
BbIpOCJa KOJMYECTBEHHO, HO U CYILIECTBEHHO MOBBICHUIIA
npodecCUOHANbHBIN YPOBEHb M HAyYHBIN TOTCHIIMA,
YTO 0COOEHHO 3aMETHO Ha OYHO ITPOBOIMMBIX HAyUYHBIX
MEPOTIPUSITHSIX.

VYBaxaemble KoJuleru, apy3bsi! Mbl BblpaxaeM BaM
WCKPEHHIOI 0JIaroMapHOCTh M TJIYOOKYIO IIPU3HATEIIb-
HOCTh 3a IIJIONOTBOPHOE COTPYIHUYECTBO M YJacTHE
B xu3Hu HOJIT'O B Teuenue 13 neT. MBI BepuM B coxpa-
HEHME JEJIOBBIX U IPYKECKUX OTHOIICHMI, HameeMcs Ha
JajibHeiee B3aMMOBBITOAHOE COTPYIHUYECTBO B HAlllEM
HOBOM, o0benuHeHHOM obiectBe — POJOI. Komanma
HOAI'O xemaer POJOI’ auHaMW4YeCcKOTo pa3BUTHS,
YCIIEXOB U TOCTVZKEHUSI HOBBIX BEPIIIMH B CBOCH IEsSITeIIb-
HOCTH!

Hawa wuctopus // Our history
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EBpasuiickas LLikona geTckoro oHKonora v remarosnora

IMon srupoit POAOI’ mpomomkaeT cBOIO padboTy
EBpaswuiickaa IlIkoma meTCKOTO OHKOJOTa M TeMaTo-
Jiora, B KoTopoii mpuHuMaloT ydactue 11 crpan CHI.
Lenp IlIkoasl — oObeIUMHEHUE CIEUUATUCTOB U3
EBpasuu B o00jacTM IOETCKOl OHKOJOTHMU-TeMaTOJIO-
TUU U OOCYXIEeHHE CIOXHBIX KIMHUYCCKUX CIy4aeB.
3acemanus IlIKoabl TpaZWIIMOHHO TIPOXOASAT 2 pasa

B Mecd1l B pexxumMe oHjaiiH Ha iatdopme POJIOT. Ecim
Bel xoTHTE TIpenCcTaBUTh WIM OOCYINTh KIMHUYECKUNA
cJIyyaii, TIpucblIaliTe CBOIO 3asBKy Ha moutry POJIOT
rodog2020@yandex.ru. B 2023 . KnMHUYECKUE CIIy4au
yXe mpencTaBwiIM Koiiern m3 ApmeHmu, KazaxcraHa
u Poccun. Buneozanucu IIIKojbl 1OCTYIHBI Ha caiiTe
POOOT (https://rodog.ru/).

CemuHap no neuyenunto Heiipobnacrtombl B KpacHospcke

3 (peBpang 2023 . B KpacHosIpcKe cocTosIsics ceMruHap
10 JICYCHHWIO HEHMPOOIacTOMEI y meTeil. B Meporpustumn
MPUHSUTM  y4acThe crienuaauctel Cubmpckoro denme-
panbHOro okxpyra u3 KpacHosipcka, HoBocubOupcka,

Hpkyrcka u npyrux ropogoB. CBOil OIBIT MIpeACTaBUIN
denepalbHbIC U CYOBEKTOBBIC IIEHTPHI IETCKOM OHKOJIO-
TUHA-TeMaTOJIOTUU.

KonthepeHuusa no aKtyanbHbIM BONpocam
nerckoi onkonoruu u remaronoruu B XMAO - HOrpe

17 beBpansa2023r. BHukHEBapTOBCKE COCTOSTIAChHAYY -
HO-TIpakTU4YecKasi KOHMepeHUsT «AKTyaIbHbIE BOITPOCHI
JIETCKOM OHKOJIOTUM W TeMaToJIOTMu B XaHTbl-MaHCHii-
ckoM aBTOHOMHOM okpyre (XMAO) — FOrpe. CoBpeMeH-
HBII B3IJISIT Bpaueli-NeTCKUX OHKOJIOTOB M TeMaTOJIOTOB».

KondepeHnuus npoiiia Ha 6aze OKpy>KHOM 1eTCKOMN K-
HUYecKol OosibHUIIBI. Ha dhopyMe BBICTYNUIM Bemyllive
CIeUaNMCThl (hefiepalbHbIX LIEHTPOB W MPEACTaBUTEIN
CIIy>KObl JIeTCKOW OHKoJoruu-remarojorun XMAO —
Orper.

3acefiaHne CeKUMn KNMHNYeCcKOi MeaULMHDI
oTAeneHnsa meauuuHckux Hayk PAH

1 mapta 2023 . 8 HMUL onkonoruu um. H.H. bio-
XMHA COCTOSUIOCh 3acelaHue CEeKLUU KIMHUYeCKOM
MeIULIMHBI oTaeneHus1 MeauuuHckux HayK PAH. Bcero
B 3aceaHuU MpUHSIIU yyacTye 18 yieHoB cekiuu. B po-
rpaMMe CeKLMM 3HAYWIUCh JTOKJIaAbl MO AUArHOCTUKE
U Je4eHUu10 HepoOJacTOMbI U HEHPOOIACTOMBI Y JAETEN.
B pamkax 3acemaHusi JOKJIaAbl MPEICTaBUIM JUPEKTOP
HMMII oukonoruu um. H.H. bioxuna akanemuk PAH

N.C. Crunuau, nupekrop HUW JOul’ um. akan. PAMH
JI.LA. Hypnosa npodeccop C.P. Bapdponomeena, cnerma-
quctsl u3 HMUL] onkonoruu um. H.H. bioxuna v nipu-
raleHHbie JekTopbl U3 Pecrtyonuku bemapycs, HMUWILL
ATON um. Omutpusi PoraueBa, HMMUILI onkonoruu
uM. H.H. ITerpoBa, HUW JOIuT um. P.M. TopbaueBoii,
LIKDb Ynpasnenust nenamu Ipe3uneHra.
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XXIV Konurpecc neanartpoB Poccum

3—5mapra 2023 1. coctosicsa XXIV Kourpecc nenn-
aTpoB Poccum ¢ MeXOYHAapOIHBIM yJacTHEM <«AKTY-
alpHBIC IIpOoOJIeMBl meguaTpum». CoopraHM3aTOPOM
Mmeponpugtusg crano POJIOI. B pamkax Kownrpecca

TPaIUIIMOHHO COCTOSIACH CECCHUSI IO IETCKON OHKO-
JIOTUM W TEeMaTOJIOTUHM, Ha KOTOPOl CBOM MOKJIAIBI
npeacraBuan crneuuanuctel 3 HMMUWUIL onkonorum
uM. H.H. bioxuHa.

HayuHo-o6pa3oBaTenbHblii ceMUHap «[janbHue pernoHbl»

21-22 mapra 2023 1. cocTosiicsi HaydyHO-00pa3oBa-
TEJIbHBII CEMUHAp B 00JaCTU T€MAaTOJOTUM, OHKOJOTUU
1 UMMYHOJIOTUM Y AeTel U MOJOIBIX B3POCJBIX MO TPO-
rpamme «JladbHUEe peruoHB» IS CITEIIMAINCTOB, pado-
tatomux B Kypranckoii oonactu. Meponpusitie mpolio
B rubpuaHoM popmate Ha 6a3ze 'BY «KypraHnckas obnaact-
Hasl neTckas KiuHudeckas O6ojbpHUIIa uMeHu KpacHoro
Kpecta». B ero pamkax Beaymue crietuanuctsl HUA
JA0ul’ um. akan. PAMH JI.LA. lypHoBa HMMILI oHko-
sgorun um. H.H. broxuna, HMULl AT'OU um. AMutpus
Porauesa, HUN OOIuT um. P.M. TopbaueBoii u apyrux
YUPEXKIEHU BBICTYIIUIN C HAyYHBIMU JOKJIagaMu. beuiu
MPOKOHCYJIBTUPOBAHbI TALMEHTHl W OIpenesieHbl BO3-
MOXHOCTH JaJIbHEUIIIeT0 COTPYAHUYECTBA.

JKcnepTHblil coBeT thonaa «Kpyr pobpa»
Bkno4un PROS B cBoii nepeyeHb opaHHbIX 3a60neBaHui

PROS (PIK3CA-Related Overgrowth Spectrum) —
CIEKTP CUHIPOMOB M30BITOYHOIO POCTA, CBSI3aHHBIA
¢ mytauueii reHa PIK3CA, oobenuHseT peakue 3aboie-
BaHMsI, KOTOPbIE XapaKTEPU3YIOTCs Ype3MEPHBIMU pa3-
pactanusgmu TKaHeii. PROS o0bennHseT B cede Takue
CHMHIPOMBI, KaK MaKpOAAKTUJIWS, TeMUTHUIIePILIa3usl,
MblIlIeUHAss TeMUruIepTpodusi, UHOWILTPUPYIOLIWI
munomaro3 Juna, cuHapoM CLOVES, wmeransnie-
danusa, cocymucteie ManbpopMauuu (KanvuUISIpHBIE,
BEHO3HbIE, JUM(MaTUIECKNE, apTePUOBEHO3HbIE Mallb-
dopMalu M MX KOMOWHAIIMU), TOPaXEHMS KOXMU,
snuaepMalibHble HEBYChI 1 Ap. Jlo HelaBHETro BpeMeHuU
PROS ocraBancsg BHe 30HBI BHMMaHUSI Mpodeccuo-
HaJIbHOTO COOOILIECTBa, TAK KaK ITOCTAHOBKA JAMAarHo3a
He Bejla K IPOBEACHUIO CIELU(PUIECKOTO JICUCHUS.
OpHako Termepb IMOATBEPXIEHUE 3TOTO IMarHosa
1 BBISIBJIEHME BbI3bIBatouleit ero myraunu rena PIK3CA

OTKPBIBAIOT BO3MOXHOCTHU IJISI IPUMEHEHHUSI BBICOKO-
a(ppeXTUBHON TapreTHON JIEKAPCTBEHHON Teparuu.
Poccuiickne netn ¢ PROS cMoryr moaydats addek-
TUBHYIO TapreTHYIO Tepallvio IpernapaToM ailencuod
yepe3 (POHI MOIIEPXKKHU NEeTeH ¢ TSIKEIbIMU XU3HE-
YIPOXAIOIMUMU W XPOHWYECKMMHU 3a00JeBaHUSIMU,
B TOM YMCJie peAKuMu (ophaHHBIMI) 3a00JIeBaHUSIMU,
«Kpyr nobpa».

HOns KOHCYJIbTallMM, IIPOBEICHMS OUArHOCTUKM
M JIeYeHUs mauueHThl ¢ nomo3peHuemM Ha PROS
MoryT ObITh HanpasieHbl B HUM neTckoit oHKoorumn
u remarosiornu uM. akag. PAMH JI.A. lypaosa ®I'BY
«HMMWL onkonorun um. H.H. bnoxuna» MuHsapasa
Poccuu. IlpueM B HaydYHO-KOHCYJbTaTUBHOM OT/EJIE-
HUM OCYIIECTBIISIETCS B IeHBb oOpalleHus, 6e3 mpeaBa-
PUTEIBbHOU 3amuch. MOXHO TakKKe HamlpaBUTh IOKY-
MeHTBI o e-mail: orgmetodniidog@ronc.ru.

Hawe coo6wectso — geatenbHocts POLAOL // Our community — activities of the RSPOH
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lpaBuna ans aBTOpOB COCTaBNEHbl HA OCHOBE U C yueToM «benoii KHUrK
(oBeTa HayuHbIX pefakTopoB 0 COOJI0AEHNI MPUHLMNOB LIENOCTHOCTH NybnmMKa-
LIl B HayYHbIX XypHanax, o6HoBneHHas Bepcua 2012 r.» (CSE's White Paper on
Promotion Integrity in Scientific Journal Publications, 2012 Update), «EguHbix
Tpe6oBaHUil K pyKonucaM, NpesocTaBnAemMbiM B OMOMEMLMHCKIE XypHaNbl»
(Uniform Requirements for Manuscripts Submitted to Biomedical Journals), pas-
paboTaHHbIx MeXayHapoaHbIM KOMUTETOM pefiakTOpoB MeAMULMHCKIX ypHa-
nos (International Committee of Medical Journal Editors), n «PekomeHgaunit no
NpoBefeHIt0, ONUCAHMIO, PeLAKTUPOBAHMIO U NY6NNKALM Pe3yNbTaToB HayuHOIA
paboTbl B MeJMUMHCKMX XypHanax, Aekabpb 2016» (ICMJE Recommendations
for the Conduct, Reporting, Editing and Publication of Scholarly Work in Medical
Journals, December 2016).

Mpn odopmnennu ctateit ana nybnukauum B «Poccuiicknii xypHan feTckoit
remMaTonorue 1 OHKONOTUW» ClefyeT PYKOBOACTBOBATHCA HUDKECNEAy LM
npasunamu.

1. (ratba fomKHa ObITb Npe/iCTaBneHa B NEKTPOHHOM Buze (TEKCT CTaTby Co
CNUCKOM IUTEPaTypbl, TabnuLbl, rpadukm, pUCYHKI, NOANNUCK K PUCYHKAM, pe3iome).

LWpndT — Times New Roman, 14 nyxkToB, yepe3 1,5 uHTepBana. Bee cTpanuupl
JAOMKHbI ObITb NPOHYMEPOBaHI.

2. Ha nepBoii cTpaHuLie JOMKHO BbITb YKa3aHO: Ha3BaHWe CTaTbU, UHULMANbI
1 Gamunum BCex aBTOPOB, NONHOE Ha3BaHUe yupeXxaeHua (yupexxaeHnit), B KoTo-
pom (KoTopbIX) BbiNoNHeHa paboTa, ero (Mx) NONHbIA aApec € yKa3aHMeM UHAeKca.
0643aTenbHO yKa3bIBALTCA, B KaKOM yupex<ieHni paboTaeT Kax blii 3 aBTOPOB.

(raTba JOMKHA ObITb NOANKCaHa BceMu aBTopamu. 0653aTenbHo NpesjocTaBe-
Hue uHdopmaum 060 Bcex aBTopax Ha Pycckom M aHINIACKOM A3bIKaxX: Gamunns,
UM, 0TYECTBO MONHOCTbIO, KOHTAKTHbIE TeneoHbl, paboumii appec ¢ ykasaHuem
UHAEKCA, GaKC, afpec INEKTPOHHON MOYTbl, 3aHUMaemble JOMKHOCTY, yueHble
creneHn 1 38aHua, ORCID, ResearcherlD, SPIN-kop. Mpu otcytcTBum Homepa ORCID
ero HeoOXoANUMO MONYYMTb, 3aperucTpUpoBaBLUMCh Ha caiite https://orcid.org/.
OTpenbHo HeobXoAnMMO OTMETUTb aBTOpa (aBTOPOB), C KOTOPbIM pefakuua bymet
BeCTU nepenucky. Takxe HeoOXOANUMO 3anonHUTL pasfen «Bknap aBTopoB» (paspa-
60TKa u3aiiHa CTaTbi, CO0P AAHHDIX, aHANM3 HAYYHOrO MaTepuana, aHanu3 nony-
YeHHbIX laHHbIX, 0630p Ny6nMKaLyil No Teme CTaTby, NOAFOTOBKA CMIACKA NUTEpaTy-
pbl, HanKcaHue TeKCTa pyKONUCK, COCTaBEHIe Pe3ioMe, HayuHaA pefakLma CTaTby,
MOATOTOBKA BU3yaN3aLlv NALMEHTOB 1 T. [1.), a TaKXKe NPeAOCTaBUTb UHHOPMALIo
0 KOH(IMKTE UHTEPECOB M GUHAHCMPOBAHMN — HA PYCCKOM 1 QHTIINIACKOM A3bIKaX.
B pasgene «bnarogapHocTi» MOXHO YKa3aTb JItoeid, KOTopble y4acTBOBaNM B pabo-
Te Hafj CTaTbeil, Ho He ABNAKTCA ee aBTOPamu.

3. 06bem cTateil: opuriHanbHaa CTatbA — He Gonee 18 cTpaHuy; onuca-
Hue OTAeNbHbIX HabniofeHuii, 3aMeTKI U3 NpaKTUKM — He 6Gonee 7 CTpaHuL;
0630p nutepatypbl — He Gonee 25 cTpaHul; KpaTkue co0bLieHMA W MUCbMA
B PEAAKLMI0 — 3 CTPaHWLbI.

(TpyKTypa OpUrMHANbHOIA CTaTbU: BBEAEHNE, LeNb UCCNEL0BAHNA, MaTepHabl
1 MeTOZbI, pe3ynbTaTbl UCCNIEA0BAHIA U X 0OCYKAeHNe, 3aKNtoueHme (BbIBOABI).

K cTatbam J0mKHO ObITb NPUNOXKEHO pe3tomMe Ha PYCCKOM UM aHTNiicKom
A3blKax, OTpaxalolee cofepxaHue paboTbl; ANA OPUTUHANBHBIX CTaTell — CTPYK-
TYpMPOBaHHOE pe3ioMe (BBeAeHUe, MaTepuanbl U MeToAbl, pe3ynbrathl U T. f.).
06vem pesiome — 1500—-5000 3HakoB ¢ npobenamu. KonuuecTo KioyeBbix (OB
JIOMKHO COCTAaBNATL 0T 5 Ao 12.

3anpelyaetca ny6nukoBatb Niobyio MHGOPMALMIO, MO3BONAILLYI0 UAEHTUOM-
LMpoBaTb 601bHOTO (yKa3blBaTb €ro MA, UHULMANbI, HoMepa UCTopuii GonesHn Ha
dotorpaduax, npu cocTaBneHNN oNUCaHNiA KNMHUYECKX CTyYaeB), 3a UCKNHOYEHN-
eM Tex ClyyaeB, KOTa OHa NpefCTaBnAeT GONbLUYI0 HAYYHYIO LieHHOCTb W 6onb-
Hol (ero pouTeNy UKW ONeKyHbI) AN Ha 3T0 NUCbMEHHOE Cornaciie, 0 Yem cefyet
€0061LaTb B TEKCTe CTaTbl.

4. WnniocTpaTuBHbIiA MaTepuan:

+ doTorpadum AoMKHbI ObITb KOHTPACTHBIMI; PUCYHKI, TPAdUKK 11 Anarpam-
Mbl — YETKUMY;

« QoTorpaduu npeacTaBAANTCA B OpUrMHaNe WAW B NEKTPOHHOM BuAe
B dopmarte TIFF, JPG, CMYK ¢ pa3peLueHunem He meHee 300 dpi (Touek Ha Atoiim);

« BCE PUCYHKM JOMKHbI ObITb NPOHYMePOBaHbI U CHabXeHbl NOAPUCYHOUHbI-
MU MOANMCAMU Ha PYCCKOM M QHTTIMIACKOM (10 BO3MOXKHOCTH) A3bIKax. Ha pucyke
YKa3bIBAIOTCA «BEPX» U «HU3»; ParmeHTbl pUCyHKa 0003HAUaIOTCA CTPOYHBIMA
bykBamu pycckoro andasuTa — «ax, «6» u T. . Bce cokpalyeHus un 0603HaueHus,
MCNONb30BaHHbIE HA PUCYHKE, AOMKHDI ObITb pacluMdpoBaHbl B MOAPUCYHOUHOIA
noanucy. TekCT pUCyHKa AoMmKeH ObiTb NepeBe/ieH Ha aHTMACKNIA A3bIK;

+ Heo6X0ANMO NpefoCTaBUTL COracke PoauTeNeii/naLneHTa Ha UCMoNb3o-
BaHWe MHOpMaLMK, B TOM uucie oTorpaduii pebeHKa/mawneHTa B HayuHbix
NCCNefoBaHNAX u nybauKauuax;

« BCe Tabnuubl JOMKHbI ObITb MPOHYMEpOBaHbI, UMeETb Ha3BaHue. Bce
COKpaLLieHna pacumdpoBbIBaloTCA B NpuMeyaHnm K Tabnuue. Ceayet nepesectu
TEKCTOBbIE JJaHHbIe Ta0ANLbI HA AHTTUACKNIA A3bIK;
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+ CCHUTKM Ha TabnuLibl 1 pUCYHKVM NPUBOAATCA B HAANEXALLWUX MeCTax no TeK\
CTY CTaTbU B KPyrAbIX ckobKax (puc. 1, 7abn. Tu . 4.).

5. EquHunupl uamepennii aatorca B CU. Bee cokpalyeqns (ab6pesuatypbl) B Tek-
(Te CTaTby AOMKHbI ObITb NOAHOCTbIO PaClLMPOBAHBI MIPU NepBOM ynoTpedneHuy.

Ha3BaHuA reHoB BbIAeNAKTCA KYPCMBOM, Ha3BaHUA O€NKOB NULLYTCA 06bIY-
HbIM LWpUhTOM.

6. K cTatbe pomkeH ObiTb MPUNOXKeH CMNCOK LUTMPYEMOIl NuUTepaTypbl,
B KOTOPbIil BKNIOYAIOTCA TONBKO PeLieH31pyeMble UCTOYHMKN (CTaTbi U3 HayYHbIX
XKYPHAI0B 1 MOHOTPaduu), ynoMuHaloLneca B TekcTe. HexenatenbHo BK0YaTh
B CTIMCOK IUTepaTypbl aBTopedeparbl, Ancceptauym, yuebHukm, yuebHble nocobus,
[0CTbl, maTepuansl, ony6nukoBaHHble B pasnnuHbix COOPHUKaX KOHdepeHLuil,
Cbe3/0B U T. ., MHPOPMALMIO € CAINTOB, CTAaTUCTUYECKIE OTYETbI, CTaTbi U3 raser,
610roB 11 pa3nnyHbIX CaiiToB. 0GOPMAAIT CNUCOK CnedytoLLnm 06pa3om:

* CIMCOK CCbINOK MPUBOANTCA B NOPAAKE LUTPOBAHNA. Bce NCTOUHNKM AOMKHDI
ObITb NPOHYMepOBaHbl, @ WX HyMepauua — CTPOr0 COOTBETCTBOBATb HymepaLuy
B TekcTe cTaTb. (Cbinky Ha HeonybaMKoBaHHbIe paboTbl He AOMYCKAKTCA;

« 1A KaXA0T0 UCTOYHNKA He0OX0AMMO YKa3aTb GaMuani 1 MHULMANbI BCeX
aBTOPOB;

« NPV CCbISIKE Ha CTaTbU U3 XYPHAJIOB YKa3blBAOT TakKe Ha3BaHue CTaTbl,
Ha3BaHue XypHana, rof, Tom, HOMep Bbinycka, Homepa CTpaHuL. Bce ccbinku
Ha XypHanbHble nybaukaunm gomxHbl cofepxatb DOI (Digital Object Identifier,
YHUKaNbHbIA LUdpoBoii naeHTudukatop cratbin B cucteme CrossRef) unn PMID
(kog cTatbi B PubMed). MpoBeputb Hanuume DOI cTaTbk MOXHO Ha caiiTax
https://search.crossref.org unu https://www.citethisforme.com. [lna nonyyexua
DOI Hy»Ho BBECTYU B NOMCKOBYIO CTPOKY Ha3BaHWe CTaTbll Ha aHTNCKOM A3bIKe;

« NP CCbINKe Ha MOHOrpaduy yKa3blBAKT Takke MOMHOE Ha3BaHWe KHUTW,
MeCTO U3[aHNA, Ha3BaHWe N3aaTenbCTBa, rof U3faHus;

* PV CCbITKe Ha fiaHHbIe, NOyYeHHble U3 HTepHeTa, YKa3biBakoT 31eKTPOHHbIIA
afpec LMTMpyeMoro UCTOYHIKa, Hanpumep: fleTckan oHKkonorus: 75 % fieTeli Bbi3A0-
paBnuBatT. [InekTpoHHblit pecypc]: https://www.rakpobedim.ru/forum/blog/38/
entry-19 (nata obpawenua 20.08.2018). [Pediatric oncology: 75 % of children
recover. [Electronic resource]: https://www.rakpobedim.ru/forum/blog/38/entry-19
(appeal date 20.08.2018). (In Russ.)].;

+ N0 npaBunam, yuntbialowmum TpeboBaHna Web of Science u Scopus,
6ubnuorpaduueckne CNUCKM BXOAAT B aHIMOA3bIYHbIA ONOK CTaTbin 1, COOT-
BETCTBEHHO, JOMKHbI ObITb MepeBefeHbl Ha aHMNIACKII A3bIK. AHFI0A3bIYHAA
yacTb 6MbnMorpaduueckoro oMMCaHNA CCbINKM pasMeLLaeTca HenocpeACTBEHHO
noce PyCcKoA3bIYHOM YacTi B KBajpaTHbIX ckobkax. Hanpumep: [Korman D.B.
Fundamentals of antitumor chemotherapy. M.: Prakticheskaya meditsina, 2006.
512 p. (In Russ.)] unu [Osipova A.A., Semenova E.V., Morozova E.V. et al. Efficacy
allogeneic hematopoietic stem cell transplantation with different conditioning
regimens in pediatric myelodysplastic syndrome. Rossiyskiy zhurnal detskoy
gematologii i onkologii = Russian Journal of Pediatric Hematology and Oncology.
2017;4(2):70-7. (In Russ.)].

« Bce ccbinkv Ha nuTepaTypHbIe UCTOYHNKN B TEKCTe CTaTby NeyaTaloTca apab-
CKuMK Ludpamu B KBaapaTHbIX ckobkax (Hanpumep, [7]).

+ Konnyecto uutupyemblx pabot: B OpurnHanbHbix CTatbax He Gonee 20—25
CTOYHIKOB, B 0630pax NuTepaTypbl — He 6onee 60, B nekuuax — He bonee 15.

7. MpepcTaBnexne B pefaKLmio paHee onmybanKoBaHHbIX CTaTedt He A0MYCKaeTCA.

8. Bce cTatbu, B TOM Ynciie NOArOTOBNEHHbIE ACMMPAHTAMU 1 CONCKATENAMM
yueHoli CTeneHn KaHAMAaTa Hayk no pesynbratam COBCTBEHHBIX CCIEAO0BAHMIA,
NPUHUMAIOTCA K neyaTit becnnatHo.

(tatby, He COOTBETCTBYHLME AaHHBIM TPeOOBAHNAM, K PacCMOTPeHUI0 He
NpUHUMAIOTCA.

Bce noctynatowme ctatby peuensupytotca. lpucnaxHble mMaTepuanbl 0bpar-
HO He BO3BPaLLATCA.

ABTopbI, Ny6AMKYIOLLMe CTaTbI B XypHane, COrNALLAKTCA Ha CepyloLLee:

+ aBTOPbI COXPAHAIOT 3a 060/ aBTOPCKMe NpaBa v NPeAoCTaBNAIT XypHany
npaBo nepBoil nybnukaumun pabotbl, KOTOpas No ucTeyeHnn 6 MecaLeB nocie
nybnukaumn aBTomaTnyeckn nuueHsnpyerca Ha ycnosuax Creative Commons
Attribution License, KoTopas no3BonsAeT Apyrum pacnpocTpaHATb faHHyt paboTy
€ 00A3aTeNbHbIM COXpaHEHMEM CCbINIOK Ha aBTOPOB OPUTHHAMBbHOI PaboTbl v opu-
TUHANbHYI0 NYONNKALMIO B 3TOM XypHane;

+ aBTOPbI MMeIOT NPaBo pa3meLlaTb cBoto paboTy B ceTn WHTepHeT A0 u BO
Bpems NpoLiecca pacCMOTPEHKA ee PefakLyeil XypHana, TaK Kak 3T0 MOXeT npu-
BECTU K MPOAYKTUBHOMY 00CYXaeHMI0 11 GoNbLLeMy KONMYECTBY CCbINOK Ha JaH-
Hyto paboty (cm. The Effect of Open Access).

Penakuua octaBnAeT 3a coboil NpaBo Ha pefakTMPOBaHue CTaTeli, NpeACTaBs-
NeHHbIX K mybaunkauum.

ABTOpbl MOTYT Mpucbinatb CBOM MaTepuanbl Ha 3NEKTPOHHbI aapec
info@nodgo.org c 0643aTeNbHbIM yKa3aHeM Ha3BaHUA XypHana. /
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SKYNTN3YMAB

MepBblit 6GUoaHanor akynnsymaba™

BbICTPO 1 CTAaBU/IbHO CHMXKXAET aKTMBHOCTb TEPMUHA/IbHOMO KOMM/1EKCa
KoMmnnemeHTta'>

MpenoTtBpallaeT BHYTPUCOCYAUCTLI FreMOon3 y 60/bHbIX MapOKCKM3MaibHO
HOYHOW remornobuHypuein'>

YnyullaeT KauyecTBO XN3HU naumeHTos"

KpaTkasi UHCTPYKUMS MO MEAVLIMHCKOMY NPUMEHeHUIo npenapata dnusapua®. PernctpaunoHHsiii Homep: J11-N°(000140)-(Pr-RU). MexayHapoaHoe HenaTeHTOBaHHOE HauMeHoBaHue: 3KkyN13yMal. SlekapcTBeHHas
chopma: KOHLEHTpaT ANa NPUroToBeHNs pacTBopa ANa WHMY3Wii. [leAcTBylowee BEWEeCTBO: 3KyNM3yMal, ryMaHU3pOBaHHOE aHTUTENO, NONYYEHHOEe C NCNONb30BaHVeM knetoyHon nnHum CHO F5A 7 no TexHonorum
pekom6rHaHTHO [HK. MexaHuam geicteus: skynnsymad noaasager akTMBHOCTL TePMUHA/IBHOMO KOMMeKCa KoMneMeHTa Yenoseka, 061afan BelCOKoi adrHHOCTLIO K C5-koMnoHeHTy. Kak cneactsue, NoHOCTbIO
6nokupyetcs paclennerve C5 Ha C5a 1 C5b 1 o6pasoBaHWe TepM1HansHOro koMnnekca komnnemeHta C5b-9. Takum 06pa3oM, 3kynm3ymMal BoCCTaHaBIMBAET PErynaumio akTMBHOCTM KOMMEMeHTa B KPOBU 1 NpeaoT-
BpaLLaeT BHYTPUCOCYANCTbIA FEMONN3 Y NALMEHTOB NapPOKCU3ManbHOW HOYHOM FreMOrNOGUHYPUEN, @ Takxke N3OBITOUHYIO aKTUBHOCTL TEPMUHAMIBHOrO KOMMNEKCa Y NaLUMEeHTOB C aTUMNYHBIM FEMONTUKO-YPEMUYECKUM
CYHAPOMOM, PePaKTEPHOM FreHePanN30BaHHON MUACTEHNEN rPaBUC U ONTUKOHEBPOMUENUT-aCCOLMNPOBAHHLIMU PACCTPOVCTBaMM, rae NMPUYMHON 3a60NEBaHNS ABNAETCS FeHEeTUYECKU 00YCNOBNEHHAN ANCPErynaLms
cucTembl kKomnnemenTa. MokasaHns K NpUMeHeHunto. [1Ng neyeHns B3pOoC/biX NaLMeHTOB 1 AeTeli C: NapoKCU3ManbHON HOYHOM remornobuHypueid (MHF); athdekTneHOCTL 3KyM3ymaba NOATBEPX/AEHA Y NaLMeHToB
C reMO/IM30M W COMYTCTBYIOLLMMI KMHWYECKUMU CMNTOMaMM, CBUAETE/NBCTBYIOLLIMMM O BLICOKOM aKTMBHOCTM 3a60/1eBaHNs, BHE 3aBIUCHMOCTY OT NOTPEGHOCTY B reMOTPaHCY31AX B aHaMHE3E; aTUMNYHBIM FeMO/IMTUKO-
ypemuyeckum cuiapomom (@'Y C). ns neveHns B3poc/bix NaLUMEHTOB C: pethpakTepHON reHepann3oBaHHOR MUacTeHVE rpaBInC C aHTUTeNaMu K aueTunxonnHoBeiM perentopam (AChR); onTrkoHeBpoM1enmT-accolmm-
POBaHHbIMV PACCTPOVICTBAMM C HANMYMEM aHTUTEN K akBanopyuHy-4 (AQP4) u peunanempytowm TedeHriem 3abonesaHus. MpoTMBonokasaHus. [MnepuyBCTBUTENBHOCTE K SKYN3ymMaly 1nun K Nio6oMy 13 BCrioMoraTeb-
Hbix BellecTs. OTcyTcTBME BakUmHaumv npoTvs Neisseria meningitidis (ecnu HeT cooTBeTCTBYIOLLEN NPOMUNAKTUHECKON aHTUONOTUKOTEPaNuM B TeUeHne 2 Heaeb Nocne BakuvHaumm). AKTiBHasA UHdekumsa Neisseria
meningitidis. Cnoco6 npuMmeHeHns 1 Aossbl. [penapat In13apua® He0GX0AMMO BBOAUTL NOCPEACTBOM BHYTPUBEHHOW UH(Y3WUN ANUTENBHOCTBIO 25-45 MUHYT Yy B3POC/IbIX NALMEHTOB, 1 ANINTENBLHOCTLIO OT 10 4 Yacos
y AeTeii. MNapokcuaMansHas HOYHas reMOornoGKHYPHS: PexnM A03MPOBaHNS [AN1S B3POC/LIX NaUMEHTOB (> 18 ner) BklovaeT 4-HefeNbHel HavanbHel UMK C nocneayioller thasoi noaaepxusaloLlei Tepanum.
HauanbHblii umkn: 600 Mr npenapata 2nun3apua® BHYTPYBEHHO KanenbHO 1 pa3 B Hedeno B TeueHre nepseix 4 Hepens. ®aza noagepxusatoLLieri tepanumn: 900 mr npenapata 2n1n3apus® Ha 5-i Heaene, ¢ nocneayiowmm
BBegeHviem 900 Mr npenapata Snun3apus® BHYTPUBEHHO KanenbHO kaxaple 14 + 2 AHSA. ATUNUYHbIA FeMONMTUKO-YPEMUYECKIA CUHAPOM: PEXIM A03MPOBaHUS NS B3POC/bIX NAUUEHTOB (2 18 neT) BkniovaeT 4-HefenNbHbli
HauanbHbI LKA ¢ nocneaytoLler hasoit nogaepxusatoLLei Tepanun. HauaneHsiid ukn: 900 mr npenapata Snmsapusa® 1 pas B HeAenio B TeueHune nepsbix 4 Hegenb. ®asa nogaepxvsaiolleii Tepanuu: 1200 mr npena-
paTa 2n13apusa® Ha 5-i1 Heflene ¢ nocneayowmum BeeaeHnem 1200 Mr npenapata nm3apua® kaxasle 14 + 2 axa. Aetn. [ina neavatpuyeckux naunertos ¢ MHI 1 alYC Becom meHee 40 Kr Ao3a npenapata 31usapns®
onpeaenseTcs B 3aBUCMMOCTY OT BeCa peGeHka. Ocobble yKasaHWs. YunTbiBas MexaHU3M AeiCTBIA npenapata 3113apra®, OH AO/KEH C OCTOPOXHOCTBIO Ha3HAYaTbCA NaLMEHTaM C akTUBHBIMU CUCTEMHBLIMY UHADEK-
LSIMM 11 HaPYLLIEHUAMUN (DYHKLIMW NEYEHN (B CBA3M C OTCYTCTBUEM K/IMHUYECKOrO OnbiTa). HexxenaTensHble peakumn. HanGonee YacTbiM HeXenaTe/lbHbIM SBIEHUEM NPY IeYEHN 3KYIM3yMaGoM SBNSNACck FON0BHas 60/b
(oTMeuanach, rnaBHeIM 06Pa30M, B Ha4albHOM LMK/e Tepaniu). Hanbonee TsxenbsiM HexenarebHbIM SBEHNEM AB/S/ICS MEHMHIOKOKKOBbIN cencic. OpraHnsaums, NpUHUMaloLas NPEeTeH3nM Mo KavecTay 1 cooblue-
HUS O HeXenaTe/bHbIX peakumusx ot notpeduteneit: AO «TEHEPUYM», 601125, Bnagumnpckas o6n., [MeTyWwmnHCKuiA paitoH, noc. BonbryHckuid, yn. 3aBoackas, cTp. 273, T/ +7 (49243) 72-5-20, 72-5-14, pv@generium.ru.
[nsi nonyyerns Gonee NoApOGHON MHHOPMALIMK O3HAKOMBTECH C MOMHOM WHCTPYKLME N0 MEANLMHCKOMY MPUMEHEHMIO 1eKapCTBEHHOMO NpenapaTa Snn3apna® ‘.

1. Kulagin A., Ptushkin V., Lukina E. et al. Phase lIl clinical trial of Elizaria® and Soliris® in adult patients with paroxysmal nocturnal hemoglobinuria: results of comparative analysis of efficacy, safety, and pharmacological data. Blood.
2019; 134 (Suppl. 1): 3748. (Kynarun A, MrywkuH B., NlykuHa E. v ap. Il hasa knuHuyeckoro nccnegosanua dnusapun® n Conmpuca® y B3poC/blx NaLUMEHTOB C NAPOKCK3MarbHOV HOYHOW reMOrno6uHypueit: pesynbtaTel
CPaBHUTENBHOrO aHanun3a a3 heKTMBHOCTM, 6e30MacHOCTM 1 thapMakonornyeckux AaHHbIx. Xypran bnaa. 2019; 134 (npun. 1): 3748). 2. Mrywkux B. B., Kynarus A. [1., JlykuHa E. A. 1 ap. Pe3ynbTaThl OTKPLITOro MHOrOLEHTPOBOrO
KNWHN4YEeCKOoro nccnenoBaHusa Ib CbaEb\ no oueHke 683OHGCHOCTM, d}apMaKOKMHeTMKVI 4 dJaDMaKOﬂMHaMVIKM nepsoro 6roaHanora 3KyﬂM3yMaGa Y Hene4yeHbIX NauneHTos C HBDOKCVBMaﬂbHOVI HOYHOMN FeMOH’IOGVIHypVIeW
B hase MHAyKUMM Tepanuu. Tepanestudeckuii apxms. 2020; 92 (7): 77-84. 3. Kulagin A., Ptushkin V., Lukina E. et al. Randomized multicenter noninferiority phase Ill clinical trial of the first biosimilar of eculizumab. Annals of
Hematology. 2021; 100 (11): 2689-2698. (Kynarux A, MrywkuH B., JlykuHa E. n Ap. PaHAoOMW3KPOBaHHOE MHOMOLIEHTPOBOE KNnHUYeckoe nccneposarue il hasel nepsoro 6noaHanora akynm3ymaba. AHHaNbI reMaTonorum.
2021;100 (11): 2689-2698). 4. VIHCTPyKLMS NO MeAMLIMHCKOMY NPUMEHEeHUIo NekapcTBeHHOro npenapata n13apus®, http:/gris.rosminzdrav.ru/Grils_View_v2.aspx, https://www.generium.ru/products/elizariya.

VHdbopmauma npeaHasHadeHa AN cneumanncTos 34paBoOXpaHeHns.

AO «EHEPNYM». 123112, r. MockBa, yn. Tectosckas, 4. 10, nogbess 2
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KAP3UBA (auHyTykcuma6 6eta) -

eAVNHCTBEHHbIX aHTU-GD2

Kap3unba

JOuHyTYyKCHMab 6eTa

MMMYHOTEepaneBTUYECKUM Npenapar,
pekoMmeHaoBaHHbIU SIOPEN B KayecTBe

- CTaHpapTa Tepanun HB Bbicokoro pmcka'

- CTaHOapTa Tepanun peumnamnBoB n pedpakTepHbiXx ¢opm HBE

— MNMpenapat KAP3NBA yny4dllaeT OO0NTOCPOYHYIO BbIXXKMBAEMOCTb MO CpaBHEHUIO
C HEMMMYHOTEpPAaneBTUYECKUM fledeHneM Y naumnmeHToB ¢ Hb BbICOKOTo pUcKa,
a TakXXe y NaLueHToB ¢ peuunamsamMumn/pedpaktepHbiMU popmMamm HE'?

— Tepanunga npenapatom KAP3VBA no3BondeT NpeononeTb MNOpor NaTueTHeEN
BbI>XMBaeMocTu bonee 60% NaLMeHTOB M MOBbLICUTb LAHCbl HAa M3TleYeHne!

— besonacHocCTb Tepanmm NOATBEPXKOEHA B paMKaX KIMMHUNYECKMX mccnegoBaHMM 60ﬂee,

yem y 500 naumeHToB B Mmpe?

- MpenapaTt KAP3UBA 3apeructpupoBaH B Poccuu, JIM-008352 ot 15.07.2022*

1. QARZIBA® (dinutuximab beta). Summary of Product Characteristics. Available at: https./www.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. VIHCTPyKLMS MO MeAVLMHCKOMY NPUMEHeHMIO NekapcTBeHHOro npenapata KAP-
3UMBA (ouHyTyKcMMab 6eta), 2022, www.grls.rosminzdrav.ru/grls.aspx?s=ammyTykcnmMab%206eta&m=mnn.

PermncrpaumoHHbIt HoMep: J111-008352-15072022. ToproBoe HauMeHoBaHMe npenapaTa:
KAP3/BA. MexayHapoaHoe HenaTeHTOBaHHOe UM FPyNMMPOBOYHOE HaMeHOoBaHue:
OMHYTYKCKMMab 6eTa. JlekapcTBeHHaa popMa: KOHLLeHTPaT AN NPMroToBNEH WS pacTBopa
0N nHey3mr. dapmakoTepaneBTUYecKas rpymnna: aHTMHeon1acTMyecKmne cpeacrsa, MoHo-
KOHasbHble aHTUTeNa. DapMaKonornyeckmne CBOMCTBa: AVHYTYKCMab 6eTa npedcTasnsaet
cobol XMMepHOe MOHOKNOHanbHoe aHTuTeno IgGl, cneunduyeckn HaleneHHoe Ha yrneso-
AHbBI dparMeHT ancranoraHrmosvaa 2 (GD2), KOTOPbIv B BBICOKOM CTEMNEHW IKCMpPeccupy-
eTca Ha KeTkax HelpobnacToMbl. MokasaHWsA K MPUMEHEHMIO: NieyeHe HelmpobnacToMbl
BbICOKOTO pPMCKa y MalUMeHTOB B BO3pacTe OT 12 MecsiLLleB 1 cTaplue, paHee Mosy4vaBLumx
VHAYKUMOHHYIO XMMUOTEPANMIO 1 JOCTUILLMX, MO MEHbLLEN Mepe, HYaCTUHYHOro OTBETA, C Mo-
cnepytoLlen MrenoabnaTMBHOM Tepanuen 1 TpaHcrnnaHTaumen CTBONOBbIX KNETOK, a Tak-
»Ke Yy MaLMeHTOB C peLMAMBMPYIOLLEN MK pedpakTepHoM HenmpobnacToMol B aHaMHese,
C oCTaTo4HOW BonesHbIio N 6e3 Hee. Mepe NeyeHneM peunanBrpyioLLen Helpobnacto-
Mbl CrieflyeT o6mUTbCs CTabunmsaLmm Noboro akTMBHO NporpeccupytoLLero 3abonesaHua
APYTMMU NOAXOAALLMMM MeToAaMM Tepanuu. Y nauneHTos ¢ peumnansmnpyowmmM/pedpak-
TepPHbIM 3a601eBaHMEM W1 Y MaLMEHTOB, KOTOPbIEe He AOCTUIIM MONHOro OTBETa Nocse nep-
BOW NUHWK Tepanuu, npenapaT KAP3VBA cnefnyet KOMBUHWPOBaTb C MHTEPNENKMHOM-2
(11-2). MpoTnBONOKa3aHUA: rMNepYyBCTBUTEbHOCTb K JeNCTBYIOLEMY BELLeCTBY 1K
K Nlo6OMY 13 BCMOMOraTeNbHbIX BELLECTB npenapata. OcTpast 60Ne3Hb «TPaHCnAaHTaT Npo-
TNB X03AauHa» (BTT1X) 3-1 MNK 4-11 CTENEHW TAXKECTU UKW PacNPOCTPaHEHHaA XPoHMYecKas
BTMX. BepemMeHHOCTb, Mepyroa rpyAHOro BCcKapmneaHmng. Crnocob npuMeHeHUsa 1 0o3bl:
npenapat KAP3VBA cnefyeTt BBOAWTb TOMBbKO B YCMOBUAX N1€4eOHOro YU pexaeHns 1 cTporo
nof, HabnaeHeM Bpaya, MMEIOLLEro OMbIT B MPOBEAEHUM NPOTUBOOMYXONEBOM Tepanmu.
MpenapaT Ao/MKeH BBOAUTECA MeAULIMHCKNM PabOTHUKOM, KOTOPbIN 0By4eH KynUpOBaH Mo
TEOKENBIX aNNePruyeckmx peakLmi, BKIYaa aHadunakcuio, B yCrnoBUAX HEMOCPEACTBEHHOM
[OCTYMHOCTU CPEeACTB ANs MPOBEAEHWS peaHMaL v, PeXuM BBeAeHUs: JleueHne npena-
patom KAP3WBA coctouT 13 5 nocnenoBaTenbHbIX KypPCOB, MPOAOMKUTENBHOCTb KaXKA0ro
M3 KOTOPbIX COCTaBNAET 35 AHen. MHAMBMAYaNbHYO 403y ONPeaensaioT Ha OCHOBE NnoLaam
MOBEPXHOCTU TeNa, M OHa AO/HKHa COCTaBNATL B 06LLEN CNOKHOCTH 100 M/M? Ha kypc. Bos-
MOXHbI [1Ba CNOCO6a MPUMEHEH s HenpepbiBHaA MHY3Ms B Te4eHue NepBblx 10 AHEM Kax-
11010 Kypca (B 06LeN CNoHOCTH 240 4) B cyTouHoM Ao3e 10 Mr/M? 5 exkeiHeBHbIX MHbY3Mi
no 20 Mr/M2, BBOAMMBIX B TeueHue 8 4, B MepBble 5 AHel Kayaoro Kypca. ECv B coyeTaHnm
c npenapaTtom KAP3WBA BBOAAT WJ1-2, ero cnenyeT BBOAUTL B BUAE MOOKOXHbIX MHBEKLLNM
6x10¢ ME/MY/cyT, B TedeHue 2 MeproaoBs no 5 nocneqosaTenbHbix AHeM, Mpu 3Tom obluas
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[103a [oMKHa CocTaBNATb 60x10° ME/M? Ha Kypc. MepBbli 5-AHEBHbIN KypC AOMKEH HaunHaTb-
¢ 3a 7 AHen 0o nepson UHY3MKM AVMHYTYKCKMaba 6eTa, a BTOpOW 5-0HEBHbIN KypC AOSKEH
HaYMHaTLCA OLHOBPEMEHHO C MHPY3Men AnHYTYKCKMaba 6eTa (OHM ¢ 1Mo 5 Kaxaoro Kypca
OVHyTyKciMaba 6eta). NMobouyHoe gencTeme. PestoMe npoodunga 6esonacHocTu: besonac-
HOCTb AMHYTYKCMMaba 6eTa oLeHVBanu y 628 maumeHToB ¢ peLuansmpyoLLen/pedpaxtep-
HOW HepPOBNACTOMOW BbICOKOIO PUCKa, KOTOPbIE MOMyYant ero B BUAE HEMPepbiBHOM NH-
Py3nm (212 NaLMEHTOB) UK B BUAE MHOTOKPATHbBIX eXKeAHEBHbIX MHDY3MI (416 NaLMeHTOB).
Y 6OnbLUMHCTBA NaLUMEHTOB NpenapaTt KOMBMHKPOBaNK ¢ 13-LMC-PETMHOEBOWM KMUCNOTOM,
1y 307 naumeHToB—c UJ1-2. Hanbonee pacnpocTpaHeHHbIMU HexenaTelbHbIMU peakuma-
MU (HP) 66111 nipekcura (88%) 1 60o5b (77%), KOTopble pa3BrBanich HeCMoTpsA Ha 06e360sn-
BatolLlee neveHye. pyrumm yacteiMy HP 6b1nn rinepyuyBCTBUTENBHOCTD (74,1%), pBoTa (57 %),
avapes (51%), CMHAPOM MOBbILWEHHOM MPOHKMLLEEMOCTU Kanunnapos (40%), aHemus 72,3%,
HenTponeHua 52%, TpoMboUMTONeHNa 49,6%, 1 apTepuanbHaa rMnoTeH3na (42,2%). Nepe-
[03MPOBKa: COOOLLEHUI O CyYaax Nepeno3npoBKM OMHYTYKC1MMaba 6eTa He MocTynarno.
B crnyvae nepeno3mpoBKuM crnefyeT TUWATENbHO KOHTPOMMPOBAaTb MPU3HAKM UMW CUMM—
ToMbl HP y MauMeHToB 1 NpoBOAUTb MOAAEPXKMBAIOLLLEE NTeHeHMe, B 3aBUCKUMOCTU OT 06-
ctoaTenscTs. PopMa Bbinycka: KoHLeHTpaT A5 MpUroToBneHns pactsopa ans nHoy-
311, 4,5 MM YCnoBus XxpaHeHus: npu TeMnepatype oT 2 [0 8°C B opuUrmHanbHom
yMnaKoBke B 3aliMLEeHHOM OT CBeTa MecTe. XpaHUTb B HEJOCTYNHOM AN AeTein MecTe.
Mpenapat KAP3MBA cnefnyeT MCNonb30BaTb Cpa3y Nocie BCKPbITUA. CPOK rOAHOCTU:
HEeBCKPLITbIN $akoH — 3 roga. He MpUMeHATb MO NCTeYeHUM CpoKa FMOAHOCTHU, yKa3aH-
HOro Ha ynakoBke. [1laTa nctedeHuns cpoka rogHoOCTU OTHOCUTCS K MocegHeMy OHIO yKa-
3aHHOro Mecsua. YCnoBusa oTnycka: oTrnyckaeTcs no peuenty. NMponssoauTenb: Npons-
BOJCTBO rOTOBOM NeKapcTBeHHOM dpopMbl 1 hacoBKa (MepBUYHAS YNakoBKa): PeHTwnep
Buodapma CE, SpBunH-PeHTwNep-LUTpacce 21, 88471 JlaynxanMm, lfepmMaHua Rentschler
Biopharma SE, Erwin-Rentschler-Str. 21, 88471 Laupheim, Germany BTopuyHasa (noTtpe-
GuTeNbCKas ynakoBKa) 1 BbIMyCKaOLWMI KOHTPOMb KadecTBa: MunnmayHT Xenckeap J114,
Kopnyc 7, Cutu HopT busHec Kamnyc, Ctamannut, rpadcteo MuT, K32 YD60, Mpnanaus
Millmount Healthcare Limited, Block-7, City North Business Campus, Stamullen, Co. Meath,
K32 YDEO, Ireland. Bnapenew, permctpaumoHHoro ygoctoBepeHusa: OO0 «DapMaMoHao0»,
Poccura 109428, MockBa, Npocn. PasaHckui, A.16, cTp. 1, 3Taxk 7, NoMm. |, koM. 3. Ten.:
+7 495 098 0188; e-mail: info@farmamondo.ru. Mepen NpUMeHeHUeM, NoXKanymcTa,
03HAKOMbTECH C MOTHOM MHCTPYKLMEN MO MEANLMHCKOMY MPUMEHEHUIO JIEKapCTBEHHOIO
npenapata KAP3UBA.
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