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UPBUH 2

WPBUH 2 - oTBeTCTBEHHbIN B3rNA4 Ha MeauULMHCKOe obecneyeHne CTpaHbl

Komnanua MPBUH 2 cneuuannanpyeTtca Ha oGecrnedyeHnm nekapCTBEHHbIMI CPeacTEaMu,”
MEOVLMHCKMM  000pyaoBaHMEM W U3OENNSAMU  MEOAVMUMHCKOrO  Ha3Ha4vyeHus  Ne HO-,
NPOMUNAKTUYECKMX N anTeYHbIX YYPEXAEHWUNM, OCYLLLECTBNAS ONCTPUOYLMIO HA TEPPUTOPUN BCEA
CTpaHbl. boraThili onbIT, 6e3ynpeyHas penytauus 1 Bbicokasi rMbKOCTb No3BoNaoT Ham ¢ 2001 r.
BCEraga HaxoaMTbCs B CINCKE NMAEPOB CerMeHTa OI04KETHbBIX M FOCNUTANbHbIX MPOAAX.

Mbl nocTaBnsieM nekapcTBEHHbIe CPpeacTBa Ana Hyxa MuHucTepcTsa 34paBOOXPAHEHUS

n obecne4yeHnss NbroTHbIX Karteropuin rpaxgaH. VPBUH 2 npuHumaet akTi De y4yacTtue

B peanMsaummn coumanbHO 3HaYMMbIX FTOCYAAPCTBEHHBIX MPOrpamMm Nno NpodunaKTuKe 1 NeHeHmIo
®

pasnunyHbix 3aboneBaHuin, BKOYas BbICOKO3aTpaTHbIE HO3010M N, ’ ~,g/

Bnaropaps ONUTENbHLIM U MPOYHLIM OTHOLLEHUSAM C KJIIOYEBLIMWU MPOU3BOAUTENAMMU Mbl
cpOPMMPOBANIM MAKCUMASIbHO LUMPOKUIA aCCOPTUMEHT, CMOCOBHLIN yAOBAETBOPUTL NiOBbLIE
Hy>XAbl OTpacnun 3apaBooxpaHeHns PP. Mbl Bcerga rotoBbl npeanoxunts 6onee 10 000 nosnumin
13 CBOEWN aCCOPTUMEHTHOM HOMEHKIATYpPbI A1 obecneyeHns Bpayen Hanbonee adhPeKTUBHLIMA
1 COBPEMEHHbIMM CpeACTBamm Tepanum 3aboneBaHui Nt0BON CNOXHOCTU.
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KomnaHua VPBUH 2 ‘Bxoout Bﬁsmas rpynnbl KoMnaHuin Papmako — POCCUINCKOro
BbICOKOTEXHOJIOMMYHOI0  XONAMHra, ‘oc’Sf ECTBASIOLLEr0 AEATENbHOCTb BO BCEX CermMeHTax
oTpacnu 3gpaBooxpaHeHus, oT R&D HayKoeMKux NeKapCTBEHHbIX CPeaCcTB OO0 MNPOM3BOACTBA
1 NPOAaXM aBTomangquHHblx VMMYHOJIOMMYEeCKMX aHannm3aTopoB, OkasbliBasd CBOU YCNyrm Ha

BCen T&gpmopmm PdD./» 4

o 7 TK CDapM_ﬁMM@éT COBPEMEHHbIE MPON3BOACTBEHHbIE MIOWAAKU, CeEPTUDULMPOBAHHbIE
0 GMP, I/ICI'IOJ'IbSV/eMbIe Kak a1 NpoM3BOACTBA COOCTBEHHbIX JIEKAPCTBEHHBLIX CPEACTB, TaK U 15
nokanusaunu fNpomnsBOACTBA U AajibHENLLEro MMMOPTO3aMELLEHNS BAKHENLLIMX WHOCTPAHHbIX
npenapatoB. Mbl B MOMHOMN Mepe OCO3HAaEM HEOOXOOVMMOCTb KOHCTPYKTMBHOIO pa3BUTUSA
OTe4eCTBEHHON ¢apMaLLeBTUYECKOM OTpac/iv, B CBA3W C YeM npunaraemM MakCUMyM YCUINN
B peannsauunm rocyaapcTBeHHom nporpammel @apma 2020.

t Moapo6HO 03HAKOMUTLCS C AeATeNbHOCTLIO 'K dPapmako MOXHO Ha calite www.pharmeco.ru
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C 2014 ropa «Poccuitcknit xypHan petckoit rematonormn C 2015 ropa anekTpoHHas Bepcus XypHaAna NpeacTaBneHa
M OHKOJIOTMMU» BKNtoYeH B HayuHylo anekTpoHHylo 6UbnuoTeky B BeAyLMX POCCMMCKMX M MUPOBBIX 3N1IEKTPOHHbIX BMbnunoTekax,
u Poccuitckuit nupekc HayuHoro uutuposanusa (PUHL), umeer B Tom uncne EBSCO.

MMNAKT-pakTop.

C 2015 ropa xypHan 3apernctpupoeaH B CrossRef, Bce cratbu
6yAyT NPOMHAEKCMPOBAHbI € MOMOLYbIO LMPOBOro MAEHTUPH-
katopa DOI.
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b 12 thespana Anexkcanpap lpuropnesuy PymaHues
ommevaem csoil H0Ounei
YBaxaemblii Anekcanap IpuropbeBuy!
B nmenp Bamero poxne- KOJIMYECTBY «3aCJIaHHBIX
HHMA HaM — BallluM Yy4c- Ka3a4ykoB» — KOJUICT, pa-

HUKaM, KoJjuleraMm, Talu-
eHTaM, JAPY3bSIM pPaIOCTHO
no3apaBuTh Bac u moxe-
Jath BaM Bcero camoro Jiyy-
IIero ¥ 3aMeyaTebHOro:
YTOOBI KU3Hb MPEMOTHOCU-
Ja Bam TOnbKO TpUATHBIE
CIOpPIPU3bI, YTOOBI ObLIU
3n0poBbl  Bamm  ponHble
M O1M3KUeE, YTOOKI Aena, Ha-
yatele Bamu, numenu cyact-
JIMBOE MIPOJIOJIKEHUE.

Crnacu6o Bam 3a kax-
IBbIA  YPOK, COBMECTHYIO
paboTy, OIbIT, JEKIUU, CO-
BeThl... MHOIME U3 HAC CTaJu KOTAa-TO BpayaMu,
TMOTOMY UTO YCJIbIIIaau Bac v 3To He ocTaBUIIO HaC
paBHOAYIIHBIMU. MBI pajibl, 4TO ceiiyac paboTaem
BMecTe ¢ Bamu, motomy uto Bbl BIOXHOBJISET HaC
He TOJIbKO BaXXHBIMU AeJIaMU U pe3yJikTaTaMu, HO
W JIMIHBIM TIPUMEPOM. BBl MOCTOSTHHO B TTOMCKE
U MbI BMecTe ¢ Bamu. Bel Bce Bpems uiliete HOBbIe
cnocoObI ¥ (popMBbI BO3BpALIEHUS 310POBbSI 3200-
JIEBIIMM JIETSIM M BMECTE C HUM PAJOCTU XU3HU.
Mpb1 yunmcst aToMmy y Bac, moHumast, 9To HaM T1o-
BE3J10 OBITh PSIIOM U YUUTHCS Yy YeJIOBEeKa TiaHe-
TapHOTro MacIiuTaba.

Baria 1060Bb K IBUXKEHUIO, K KU3HU, OTKPHI-
TOCTh M TOTOBHOCTb MPUNATH Ha MOMOIIb Jaxe
MaJIO3HAKOMBIM JIIOJISIM BOoCXUIIAOT. Kaxnbiii u3
Hac MOHUMAeET, 4TO Bbl — 0COOEHHBIN YeI0BEK, HEe
TMOTOMY UTO aKaJleMUK U AUPEKTOP €NUHCTBEHHO-
ro B mupe LleHTpa umenu lumsl Porauesa. laxe
KOpOTKas BcTpevya ¢ BaMu MOXeT U3MEHUTh ye-
JIOBEUECKY10 cynb0y U MOBJIeYb 3a OO0 nmepeme-
HBI K JIy4IIemy.

Bpsin v B oTe4eCTBEHHOI MU MUPOBOU Menu-
LIMHE OTBINIETCS elle OIWH YeJIOBEK, KOTOPBIA
cnac ThICSYM XU3HEW, clefanl caM W TOBIUSIT
Ha COTHW HAyYHBIX OTKPBITMI, BOCIIATAI ThI-
cg4y Bpayeil, U3 KOTOPBIX BBIPOCIM HECKOJIBKO

aKaJeMUKOB, OKOJIO COTHU JTOKTOPOB HayK U

) B [IBa pa3a 0oJibllle KAaHAUIATOB HayK. Bce oHM

npoaoyokaloT Hayatoe Bamm nmenmo. M mo

In

OoTalolIMX Ha BCeX KOH-
THHEHTaX, ¢ BamMu HUKTO
Jaxe He Oymet mpoboBaTh
COpPEBHOBATHCS.

HeBo3moxHo  mepe-
YHUCINTh Bce Bamm Baxk-
HBIe Jejla W WHHUIIAATH-
BbI, HO W HEBO3MOXHO
3a0bITh, 4TO OJarogaps
Ballleil akTUBHOM TTpodec-
CUOHAJIbHOW W 4eJoBe-
YEeCKOUW MO3WINH, AJeK-
cannp IpuropweBuu, B 10
pa3 0OoJjbllie MaJleHbKMX
MallMeHTOB CTalld  BBI3-
JIOpaBJuBaTh OT OOJIE3HEH, 10 3TOro CUMTABIIN-
mucsg B CCCP HemsneuumbiMu. Bul coenanu tak,
YTO POCCHICKME KOJUIETW CTaJl YIeHaMU MeEX-
JIYHApOAHOTO COOOIIeCTBA M OBbLIM MPUHATH Ha
CTaKUPOBKY B JIVUIIHNE KIMHUKIA U YHUBEPCUTETHI
EBponbl 1 CIIA. W ceituac a1 MHOTMX BallluX
yU4eHUKOB Bamm mMms m ¢amMuiams Bo BceM MUpe
OTKPBIBAIOT IBEpU K 00pa3zoBaHUIO U Mpodeccuo-
HaJlbHOMY ycriexy. JIydine Bpauyn Mupa TOPASTCS
3HAKOMCTBOM ¢ Bamu.

Henb3s 3abb1BaTh, 4TO Havasio Bameit mpodec-
CHOHAJTLHOW Kapbepbl M HAyYHOU HCSTEITBHOCTH
MPUIIUIOCh HA TOABI, KOTHa JUISI COBETCKOTO Bpa-
ya OBLIa HEOOCTYITHa WH(OpMAIUS W3 TEXHOJO-
TMYECKU TIepeIoBEIX cTpaH. Ho yxXe B TOo Bpems
Bbl ctpacTHO paboTanu, yYWIUMCh U He OOSIIUCh
OIPpaBIaHHOTO, KaK TIoKa3ajla XW3Hb, pHCKa.
HaMm mpusarHo oco3HaBaTh, YTO MHPOBOE COO0-
1IECTBO TI0 JOCTOMHCTBY OlleHWJI0 Bain Bkiajg
B HayKy, HarpagdB ITIOYETHBIMU MEIasIMU Be-
OYIONX MEIWIIMHCKUX YHUBEpCUTETOB. MMeHHO
Onarogapst Bam MupoBbie cBeTHIa J€TCKOM OHKO-
JIoruu BriepBble cortacuiauch npuexatb B CCCP
M pacckaszaTh O CBOei paboTe HalllUM KOJIJIeraM.

«JIoKTOp MEOWIIMHCKUX HayK, Ipodeccop,
IJIABHBIA JETCKUI CITEIIMAJINCT TeMaTojor Mu-
HUCTEpPCTBAa  3ApaBooxpaHeHUs PoccuiicKoit
@Denepaunu, TeHepalbHbll nupektop Hamwo- | €
HaJIbHOTO HayJYHO-ITPaKTUIECKOTO IIEHTpa
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— NETCKOU reMaTojoruv, OHKOJIOTUU 1 MMMYHOJIO-

f«?

rum uM. Amurpus Porauesa, npe3unent HOJITO,
yneH npasieHus Coro3za nenuaTtpoB Poccum,
akanemuk PAH». Oty undopmanuio o Bac mo-
JKET IIPOYMUTATh JI000I moJib3oBareib MHTepHeTa
B J1I000# Touke Mupa. M BocxuTutbcsi. MBI ke
3HAeM, YTO IVIABHBII Bbl HE TOJIBKO 1O JOJDKHO-
CTH, a 110 CYTU U IIPU3BAHUIO.

N cospannas Bamu kadenpa moauKIMHU-
YeCKOi IeauaTpuu, Iepepociias B YeThIpe Ka-
denpbl, KOTOpble BO3IIABISIOT Ballld YYEHUKH,
1 opraHu3oBaHHbIiI Bamu MHCTUTYT neTckoit re-
MAaToJIOTMH, CTaBILIWiA 1o BalM pyKoBoACTBOM
HarmoHanbHbIM HayYHO-TIPAKTUYECKUM LIECHTPOM
JNETCKOW reMaToJ0Tu1, OHKOJIOTMU 1 MMMYHOJIO-
ruu uM. JImutpust Porauesa, u Baiiie nuuHoe yua-
CTUE B JIMKBUAALIMM ITOCJIEACTBUIA KaTtacTpod —
Kupunim, Yepnosupl, YepHoObu1b, Pykycrnma...

Bain opranunzaTopckuii TalaHT U CIOCOOHOCTh
YyBCTBOBAaTh 4YYXyl0 00Jb, IIOMOTaTh, JICYUTh
U JapuTh Hanmexnay, Bain Oe3rpaHWYHBIA BKJIaJ
B OXPaHY 3I0POBbSI JIIOJIEl BCErO MUpa U MCKPEH-
Hee XeJlaHue TOMOraTh ACTSIM BCeii TUIAHEThI Jie-
JIAIOT HEBO3MOXKHOE BO3MOXKHBIM. YK€ peaiu3y-
I0TCsI KOHKPETHBIE TUIaHbI — HApaOOTaHHbII OITBIT
U TexHoJoruu nepenaiorcsa B Unauio u Ha KyoOy,
rIe cuTyalMsl C JeyeHHeM JIEeTCKOro paka ceil-
yac Xyxe, 4yeM Ta, korga Bel HaumHanu padorathb
B CCCP.

... KoneuHo y kaxnoro, kro Bac 3Haert, yBa-
KaeMblii AnekcaHap IpuropbeBuu, Bbl cBoil —
0COOEHHBIN U pa3HbIii. MHOrMM K13 Hac Bel oka-
3aJIM MOJIEPKKY B HEIPOCTOM IEePUON XKU3HH,
IIOMOIJIM MPO(hECCUOHAIBHO U MO-YEJIOBEYECKMU.
3a0bITh U MEPEOLEHNUTh 3TO HEBO3MOXHO. U elie
Bbl penxkuii nmpumMep 100pOCOBECTHOTO U OJiaro-
JapHoro uenoBeka. Korma Bbel paccka3sbiBaeTe
0 CBOMX YYMTEJsIX, 00 MHOCTPaHHBIX KOJUIErax,
MOJUTUYECKUX JIMJEPAX U ACSITEIIIX, KOTOPbIE MO-
MOTJIA OCyllIecTBUThL Bamy meuty — co3ngath MH-
CTUTYT JETCKO remMaToJIOTMy, HEBO3MOXHO He
IMOYYBCTBOBaTh BOCXUILIEHUE U JIIOOOBb, KOTOPOE
BbI coxpaHUIM K KaXXI0MY U3 HUX.

CosnanHoe moxa Bamum pykoBonctBoM Ha-
LIMOHAJIbHOE OOIIECTBO JETCKUMX I'eMaTOJIOrOB
M OHKOJIOTOB HE TOJIBKO IIOMOIaeT CIIeLMallk-
cTaM IMOCTOSIHHO YUYUThCS U JICUUTD IMAIIUEHTOB I10
Bceii Poccum, HO M TOTOBO AEJIUTHCS OMBITOM, KaK
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Korga-to ¢ Bamu gpenunuce Jydiinve Bpauu pas-

c/(
HbIX cTpaH. [Ipomenmuii mog BammMm pykoBoj- —(q
\

crBoM B Mockse 10-i1 KoHrpecc A3MaTckoro mnoj-
pazneneHuss MexxayHapoaHOro o01ecTBa AeTCKOM
OHKOJIOTUM BbI3BaJl OrPOMHBIM MEXIyHAPOIHBIN
MHTEpeC — B HEM MPUHSUIA ydacTue 6ojee 950 ne-
JileraToB U3 39 cTpaH Mupa.

Bamr exennesHbl Tpyn u Bama mpodeccu-
OHaJIbHasi M YeJoBeYecKass peryTalusl BCEJSIOT
B HAacC HaAEXMy, YTO U Jajbllle, YBakaeMblii AJleK-
canap IpuropbeBuu, Bol Oynete co3ugath 1 Mojy-
YyaTh YAOBOJbCTBUE OT PeaiM3allii CBOUX IJIaHOB.
PeabunuralimoHHbIi HeHTp «Pycckoe mone» — rpo-
©KT, BO3BpaIllalolIMii BbUICUMBIIMMCS TAlLlMEHTaM
U UX POAUTEJISIM PagoCTh XKU3HU — MOT BOSHUKHYTh
TOJIbKO B TOJIOBE TaKOIO JAESITEJIbHOTO XKU3HEeI100a,
Kak BboI.

B nenb Bamero 70-netusi, noporoii AnekcaHap
IpuropbeBuY, Mbl XOTUM MoOXeaaTh BaM kpernkoro
310poBbsi. MBI mponpoakaeM Bamu BocxuiaTbes
u yuutbes y Bac. Hamr mogapok Bam — ato kHura
o Bac. Ona HanvcaHa u 1Jist AeTeit, 1 1151 B3pOCTIbIX
M HaM OYeHb IPUSITHO, YTO B HEil pacKpbIBaeTCs
ele onuH Barir TanaHT — 11000Bb

K TpUTOTOBJIEHUIO enbl. M Termepb KaXmblit,
KoMy BbI 3aXx0TuTE 3Ty KHUTY MOAAPUTh, CMOXKET
roTOBUTh MO BaiiuMm penentaMm M 4YUTaTh CBO-
UM OeTSIM no0pble cKasku o Baieit xxuzHu. Ham
XoueTcsi, UToObl BBl 4yBCTBOBaJM Hallly JII0OOBb
MIPU3HATEIbHOCTDb, KAKUYBCTBYET Balry Mama Kaxx-
JIOro 3a00J1eBIlIEeT0 pedeHKa, KOTopoii Bbl ciokoitHO
M IyIIeBHO paccKka3blBaeTe, KaK €€ CEMbE KUTh,
YTOOBI MaJIBIII TTOCKOpee BbizmopoBen. Mnu kak
1Henas crpaHa — flnoHusi, B Kkotopoii Bel 1o Tpu
pa3za B JeHb BBICTYIIAIU nocjie aBapuu Ha Dyky-
cuMe, Haxo/isl O0OPSIIOIINE CJIOBA U ISl XKUTEJIeH,
W 1S Bpayeid, U 111 PyKOBOACTBA...

Mpu1 mobum Bac, Anekcanap IpuropbeBuu,
BocxuiaeMmcsi Bamu u ropaumcsa. XKemaem Bam
U Jajblie MoIydaTh yaIOBOJILCTBUE OT XKU3HU U pa-
0O0ThI, YyBEpeHbI, 4YTO Yy Bac moayyurcs Bce, o yeM
Bol ceifuac meutaere. Benb kak ckasan mpo Bac
OIMH 3HaKOMbIli ¢ BaMu moaT:

«MoJiogocTbh — He 00J1e3Hb,
MonoaocTh He TPOXOAUT.

Bawu xoaaeeu u opy3va

N

buneu



Om pepakuuu

Bl IETCKOM
I'EMATOJIOT'MN 1 OHKOJIOT'MHA 1 2017 NI

OT PEAARLUK

u Hopozue konneau!

CHacTynuBLLMM Bac HoBbIM 2017 rojoM 1 YeTBEPTBIM F00M BbIMYCKa XypHana — CneLnan13npoBaHHOro NeyaTHoro opraHa HauuoHanbHoro
o6wecTBa AeTckux rematonoros 1 oHkosnoro (HOAT0)! Mpowweswmii ros 03HaMeHOBaNCA BbIAAMLNMUCA YCexami HaLLero coobLLecTBa.
Mbi B ouepefHoli pa3 ctanu nobeautenamm KoHkypca HaumoHanbHoi MeAnLMHCKOI nanatbl Ha yyLuee NpogeccuoHanbHoe 06LLecTBo,
ycnewwHo nposenu B MockBe nyyLumii 3a nocieaHee AecATUneTMe KOHrpecc A3MaTckoro otaeneqna MexayHapogHoro o6LLecTBa AeTCKux
oHkonoroB (SIOP Asia), Hanagunu TecHble npodeccuoHanbHble cBA3M ¢ AnoHueld, Kyboii, e, Kutaem, Eruntom v apyrumn crpaHamu.
(061ecTBO NPOAONKAET pPa3BMBaTb 00pa30BaTeNbHble HaLMOHANbHbIE MPOrpaMMbl «[lanbHue peruoHbl» i «/leunm BMecTe» 1 NOArOTOBIIO
ANA peann3aumn B HOBOM rofy NpoeKT NOArOTOBKM 0TeueCTBEHHbIX crewyanicTos B rocnutane (atoro Nyapl B Memduce (CLUA).

06HoBneH caiit HOJTO, rae exeaHeBHO pa3melwaeTca MHGopmauua o pabote 06LecTsa, ony6nmKoBaHbI NEKLMN BEAYLLIMX CNELMAnICTOB
Poccum no akTyanbHbIM npobnemam remaTooriai-OHKONOrM 1 CMEXHBIX CeLyanbHOCTelA, KMHNYeCKUe peKOMeHAALINY, YTBePXKaeHHble
Munzppasom Poccun, 1 HoBble MPOEKTbI peKOMeHAALIAI, NOATOTOBNEHHbIe uneHamu 06LLeCTBa AnA yTBEPXKAeHNA Ha HaleM COBeLLaHmH,
kotopoe npoiiget B Mocke 25—28 mas 2017 . B 31om rogy B ero nporpamme pabouee coBeLLaH1e rMaBHbIX CNELUANnCToB Cy6beKToB
Poccnitckoit Oepepaumn, X MexayHapoaHblil KOHrpecc «buonornyeckine OCHOBbI AMATHOCTUKM W NIEYEHUA TemaToNornyeckix
1 OHKonoruuecknx 3abonesanmit (coemectHo ¢ OTBOY BO PHIMY um. H.IA. TiuporoBa), HayuHo-npakTMueckine KoHdepeHLi naTonoros,
paboTatoLLAX B 06N1ACTIA remMaToNorun-OHKONOMMIA, 11 CNELIMANNCTOB B 06NACTI NO3AHIX IPHEKTOB 11 peabunuTaL AeTeli, BbI3AOPOBEBLUMX
0T paka, ¢ BeayLmin 3apybexkubimm sxkcneptamin CLUA n Tepmanum. Kpome 3toro, HOATO nposepet B 2017 1. 1Be OKpYXHble Hay4YHO-
npakTuyeckue KoHpepeHumn — B CankT-Metepbypre (nioHb 2017 1.) n HuxHem Hosropoge (cenTabpb 2017 r.). B nnanax Obuwectsa
PervoHanbHble HayuHo-NpaKTUYeckue KoHGepeHwum B Yenabutcke, Kypcke, Bonorae, Maxaukane u apyrux ropogax.

A B Haweii noctosHHoin pybpuke «OT pefakuum» Mbl MybnMKyem WHTEPBbIO C NekTopami | LUKonbl no AuarHocTMke u neyeHmto
3MOPUOHANbHbIX OMyXONel, cocToABLLENCA 25—26 Hosibpa 2016 1. 8 Mockse B OHKL| TON um. [mutpus Porauesa, — oaom Meccunrepom
(CLLA), Windpoit Aw (M3paunb) n Baccunuocom Manapakucom (Tpeums).

CyBaxeHuem,
PeaKLIMOHHaA Konnerna
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Je JIETCKOM

HOAro

TEMATOJIOTMM u OHKOJIOT MU

HumepBblo ¢ nekmopamu | WKonbl N0 AUarHoCMuKe U NeYeHuo
aMOpuoHanbHbIX onyxonei

— Haw nepevui 6onpoc npogheccopy Ilanadaxucy.
B pamrax Illkoavt Bvt npedcmasuau ouenv unmepec-
HYI0 aexuuio, 20e paccKazaii 0 HO6bIX Nooxo0ax K aeye-
HUI0 psda coAuOHbIX HOB000pazoeanuli y oemeil, 6 “acm-
Hocmu 6 obaacmu ummyHomepanuu paxa. B smoii cessu,
Kakue HoBble NEPCHeKmugvt U 60NPOCb. Oy0ym peuamvcs
6 oyoywem ? Mot noanocmvro nepeiidem Ha UMMYHOMEPANUIo,
Oydem ucnoav308amo KOMOUHUPOBAHHbBIE CXeMbL UAU Jce NOA-
HOCIMbIO OMKAXNCEMCS Om Hee, KaK om Hed(phexmuenoi ?

B. Ilanadaxuc: D10 10CTAaTOYHO
CJIOKHBIN, HO MHTEPECHBIN BOIIPOC.
Moe MHeHMe, YTO MBI TIPOIOJIKUM
WCTIOJIb30BAHNE WHTEHCHUBHBIX CXEM
Teparnvu C UCITOJIb30BaHUEM XMMUO-
Teparuu, Jy9eBON Teparmnyd U XU-
pypruu. B meTcKoit OHKOJIOTMU MBI
JTOJKHBI MCIIOJTb30BaTh CaMble Tie-
pPeIOBbIE METOIBI JIEYSHUS JIJIS1 TOTO,
il #i uTOOBI TOOMBATKCS ycriexa, U UMMY-
[Ipogpeccop B. Ilanadakuc HOTEPAIUsI CETOAHS BHITJIIAUT MHO-

roobenjatoine. OgHAKO Mbl JOJKHBI
YETKO MPOpadoTaTh BOMPOC MOKA3aHUI ISl TAKOTO BUIA
JICYCHUSI, HAWTHA TTOAXOMBI IUIS CTaHZApTU3aluyd U Haii-
TU JoKa3aTeabcTBa 3(MGdeKTUBHOCTU. JymMar, 4TO MbI
B T€UCHUE ellle OTNPeIe]IeHHOTO BpEMEHU OyJIeM MCITOJb-
30BaTh METOObIl MHTCHCHBHOTIO JICUCHUS, MBI TOJDKHBI
IMOHUMAaTh, YTO WUMMYHOTEpaIusi — 3TO He BOJIIeOHOe
CpeNnCcTBO I u3jiedeHus. Sl Hanech, YTO ¢ pacuImpe-
HUEM ITyJla TEHETUIECKUX MCCIeTOBAaHUI U HaXOXIESHUS
MYyTallMii, BEAYIINX K PA3BUTUIO OITyXOJeil, Mbl CMOXEM
B CKOPOM BpEMEHM HAWTH JIyJIIWH BapHaHT Teparuy —
MeHee TOKCUYHBINA 1 0osiee adhdexTrBHbIN. Y, KOHEUHO,
Takasi paboTa J0JIKHA TPOBOIUTHCS B KOHTEKCTE MYJIb-
THIIEHTPOBBIX MCCIIEIOBAHUI, TJI¢ MHOTHE LIEHTPH U UX
COTPYIHUKHU OOCYXIAIOT MOJydYeHHbIe faHHble. U ceituac
s ipuexan Ha LlIkoiry Kak TpencTaBUTe b OOIBIIONH MYJTb-
TULICHTPOBOI TPYIIIIBI, KOTOPAst JCJIUTCS CBOUMU PE3YJIb-
TaTaMu, TOCTUTHYTBIMU TPYIOM MHOTHX MCCJIEIOBATENECA.
N g aump KoOpaMHUPYIO 3Ty pabOTy U MME BO3MOXK-
HOCTb TIPEACTaBIISITh €€ PEe3YJbTaThl B BBICTYTUICHUSIX.
C npyroii CTOPOHBI, 3TO TaeT MHE BO3MOXHOCTh TTPUHU-
MaTh yJyacTue B MEPOTPUSITUSX, TTOJOOHBIX 3TOMY, U 00-
yuaTh JIIojieit 1 camomy yuuthbes. [lIkosa cTana BeJInKo-
JIETTHBIM 00pa30BaTeIbHBIM MEPOTIPUSITUEM, U ST TTOJTyINIT
0OJIBIIIOE YIOBOJIBCTBUE OT TAKOW PabOTHI.

— Ilpogpeccop Am, boavmoe cnacubo 3a npuesd ¢ Mo-
ckey. B pamkax Illxoavt Bamu 6vta npedcmaeaen pasoea
0emcKoli OHK0.102UU, KOMOPbLIL 04eHb OAU30K K HeapOoao2UU.
B Bawem doxaade Bot pacckasaau o pazeumuu negpoaozu-
YeCKUx 0CA0MNCHEHUI COAUOHBIX HO8000pazosanuil y demeil

(3nudypaavnas komnpeccus — npum. peo.). He cexpem, umo
6 maxom cayuae nepevie, Kno CMAaiKueaemcs ¢ maxumu
demovmu, — 3mo neduampot u nespoasoeu. Kax Bot cuuma-
eme, Iphexmueno au 04 ImMux epynn Cneyualucmos ocy-
wecmeasams cneuudabivle 00pasoeamenshvlie nPoZPpammol
u ecau 0a, mo Kaxue? Cmaxcupoexu, OHAQUH-CeMUHAPbL UAU
umo-mo dpyzoe?

IIl. Aw: Bonbiioe crmacubo 3a
npuriamenue B Mocksy. /[leii-
CTBUTEJIbHO, MO€ COOOIIEHNE ObLIO
O TPO3HOM OCJIOKHEHUHU, C KOTO-
PbIM, KakK I[paBWIO, CTaJKMBaeT-
cs Bpad-TeauaTp WM HEBPOJIOT
W OHM JOJDKHBI He3aMeITUTEIb-
HO IPUHSATH pelleHue, 4TO [eaTh
C TTIOMOOHBIM MaleHToM. IlepBbIit
mar — 5To oOpa3oBaHUMe Tieauna-
TPOB M ceii9ac MBI TOTOBUM CTaThIO

C pEeKOMEHAAIUSIMU JUISl TIeIUaTpOB
obuiero mpoduis 0 TOM, Kakue MNpU3HAKWA €CTb y JaH-
HOTO COCTOSTHUSI, KaKue HEOTIOXHBIE Mepbl HEOOXOIM-
MO IPEINPUHATbL U KAaK OHM MOIYT IIOMOYb HE TOJIbKO
n30eKaTh OCJIOXHEHWI, HO U COXPAaHUTb XXU3Hb peOeH-
Ky. [Toka pebeHOK momnagaeT K OHKOJIOTY MOXET OBbITh yXke
MO3MHO WM TO3TOMY JUISI ycreXa OWaTHOCTHKHU SITHIY-
paJbHO KOMIIPECCUHU TIpU HelpoOiacToMe HyXXeH COI03
reauaTpa, IeTCKOro OHKOJIora U HeBposiora. M penieHue
10 TAKOMY MAaIllMEeHTY JOJDKHO OBITH PEIICHUEM MYJIBTH -
JUCHMIUTMHAPHON KOMAaHblI, KOTOpasi BKJIIOYAET B ceOs
BBIIIIEHA3BAaHHBIX CIICLIMAIMCTOB, a TAKKE XUPYpra 1 Ipy-
rUX Bpayeii IJIs1 TOrO, YTOObI IIPUHSITDH peLIeHUE O JIydIleM
BapuaHTe JIeYeHUs MalMeHTa.

— Ilpogpeccop Meccunzep, ce2oons Bot pacckazaau nam
0 deilicmeumenbHo peoKoil cumyauuu 6 OemcKkol OHK0.10-
2uu — naeeponyibMoHapHol baacmome — U, KOHEHHO, YMo-
0bL copamb docmamo4Ho OAHHBIX NO 3MOMY 3a60.4e8anuio,

Heo0X00umo 006e0UHUMb YCUAUS OHKO0A0206 U3 PA3HBIX
cmpan mupa. Qdnaxo 6 omnowenuu 6oaee wacmolx 3a6o.1e-
6anuil, Hanpumep HelpotAACMoMbL, 00ANCHDL AU MbL UMEMDb
MeNcOYHapoOHble 2pynnot uAu npa-
GUAbHBIM N00X000M Oydem Haauxue
HAYUOHAABHBIX NPOMOK0.106 045 K-
2#CO0U U3 CIMPAH UAU JHCe HYHCEH UHOU
nymp?

H. Meccuneep: Criacu6o 60b-
1oe 3a npumiameHue Ha Ikouy!
Bbl aOCOMIOTHO TIpaBbl, 17151 PEIKUX
3a00J1eBaHU1, OCOOEHHO TMPU TOM,
0 KoTopoM ¢ roBopuJ, 30 ciydaeB
Ipogpeccop H. Meccuneep B TOH, — 3TO OYEHb MAaJo, APYTO-

IIpogpeccop I1I. Aw
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Om pepakuuu

JNETCKOU

HOAro

TO TIyTU TIOJIYYUTh PE3yJIbTaT, HeT. B JaHHOM cirydae Mbl
XOTUM, YTOOBI KaX/Iblii peOeHOK B MUpe ObLT 00CYXKIEeH
C HaMU, YTOOBI AaTh HAM BO3MOXHOCTb TIOMOYb €MY, €r0o
CceMbe U JieUallluM BpayaM. DTO COBCEM HE O3HAYaeT, YTO
pebeHOoK JOJIKeH TpuexaTh B Haill LIeHTp, MbI XOTUM CO-
BMECTHO OOCYXIaTh TMaTHOCTUKY U JIeYeHUE TAaKOTO Tia-
LIMEeHTa U BMECTe C JieYallluMU BpadyaMy HAWTW BEPHBIN
myTh nomoiu. M Takoil moaxom 03HavyaeT, 4To OO0JbHOMI
TPOMIOJIKAET JIEYCHNE TI0O MECTY XXKWUTEThCTBA, €r0 Bpadu
MOJTy4aloT HEOOXOAMMBIN OITBIT, HO TIPU 3TOM PEeOEHOK
MPUHUMAET yJacThe B MEXIYHApPOTHOM MCCJICIOBAHUU.
[Mpu 3TOM BCe MBI MOXEM TOJly4aTh MPEUMYIIECTBA OT
TaKOTO YAWBUTEJLHOTO COTPYIHUYECTBAa, B TOM YHCIIE
U ceMbH 3a00JIeBIINX JeTeil co Bcero mupa — n3 Kuras,
Poccuu, CIIHA. I MeaMUIMHCKNE LIEHTPBI U3 3TUX CTPaH
TIPEJICTABIISTIOT CBOM JJAHHbBIE, 32 UYTO MBI UM OYeHB OJ1aro-
napHbl. Ho maxke ecim Mbl TOBOpUM O 00Jiee 4acThIX 3a00-
JIEBAaHUSIX, HAIPUMEP OCTPOM JMM@POOIaCTHOM JielKO3e
(OJIT) wnu OJUI ¢ punanenbduiickoit XxpoMOCOMON, Mpu
WX JICUEHUW HEBO3MOXHO O0OUTUCH O€3 MYJIBTUILIEHTPO-
BBIX MCClIeoBaHU. U JTI0MM TOKHBI TIOHATDH, YTO €CITU
MBI XOTUM TTOMOYb BCEM JETSIM C 9TUMU 3a00JIEBaHUSIMHU,
MBI TOJIKHBI 00beAMHUTHCSI. OTHAKO €CTh HEKOTOPHIE 3a-
OosieBaHMSI, U HEWpoOIacTOMa SIBJISIETCS 3MECh TIpeKpac-
HBIM TIPUMEPOM, KOTJa DPa3JINYHbIC TTOAXOMABI JTOJIKHBI
ObITh oripoboBaHbl. M Torna omHa rpymnrmna OyneT ucnoib-
30BaTh OJIUH MOAXOM, a Apyrad rpyIrna — Ipyroi, a 3atemMm
OHU CPAaBHUBAIOT PE3YJIbTAThl M HAXOMAT ONMTUMATbHBIN
cnocoO jieyeHus. BoT 3To MoXeT ObITh MPUMEPOM, KOTAA
pa3IMYHbIE TIOAXObI OTIPABIAHBHI.

— Cnacubo 6oavmoe 3a samu omeemot! U 6 3aeepuenuu
HPOCUM 6AC OCINAGUMb NONCEAAHUSL 6CEM 0CMCKUM 2eMAMo-
a02am-onkoao2am Poccuu.

B. Ilanaodakuc: T1pexme Bcero, eie pa3 Xody 1moo1aro-
JIapUTh Bac 3a MpUIJIAIIeHUE TIPUHSTH y4acTUE B MHTEpeC-
Herimei [kone, aTo Oosblas yecThb il MeHs. S y3Han
MHOTO HOBOTO, TIPUHSIB YJ4acTHe B HEW W TOTOBSI CBOE CO-
obmeHue. Sl MOTy ¢ TIOJTHOM YBEpEHHOCTBIO CKa3aTh, YTO
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takue [IKombl — TIpeKpacHbI TPUMEDP TOTO, KaK HYXXHO
NpaBUIbHO 00y4aTh Bpaueit! KnuHuueckue ciaydau, Ko-
TOpBIE BB MOAOOpad, OBUTM OUYEHb TOKa3aTeJbHBIMU
W OHU TIO3BOJIMJIM HaM OOCYIUTh TTPOOJIEeMbI TMATHOCTH -
KU, CTQAUPOBAHUS U JIEYEHUS TMAIMEHTOB C DPEAKUMU
M CJIOXHBIMU 3a00jieBaHUSIMU. U &1 ObLI OYeHb pajl yBU-
JIETh, YTO y HAC C BaMU OJTHO KJIMHWYECKOE MBIIIIJICHUE,
OJIHU TIO/IXO/IBI U €IUHBIE TTPOTOKOJIbI, YTO IEUCTBUTEITb-
HO HeBeposITHO. [lepen HaMU CTOSIT OIMHAKOBBIE 3a/1a41
U TIPOOJIEMBI, U ST BUXKY, YTO Y HAC ¢ BaMU OJHA 1eb —
HAWTU CIoc00, KaK JIydllie BCETo TOMOTaTh HAIIINM TTall-
eHTam. UM takue cobwitus, Kak Lllkoma, — mpekpacHbIil
MyTh O0Opa30BaHUs IS BCEX HAc, TaK KaK B OOBIYHON
SKU3HU MBI HE yCTieBaeM OOCYXIaTh IMOAO0HbBIE BOIIPOCHI
CTOJIb 00BEMHO U 0bcToATeNbHO. M Korma mepen HaMu
CTOSIT €MHbIE LU U OOLIKE 3aa4U, 9TO AaeT CUJIbI 60-
POThHCSI JaJIbIIIE.

IIl. Awm: Mue KaxeTcsl, YTO OCHOBOI aTbHEHIIINX
YCIIeXOB OYy/IyT COBMECTHBIE BCTPEUM M OOCYXKIECHUSI,
a TaKKe CTPOToe ClieIOBaHNE KOHIICTIIIUM, YTO BCE TMally-
EHTBI TOJKHBI BECTUCH COTJIACHO TIpoToKomy. M mist mo-
CTMKEHUS ycTiexa He0OX0IMMO TTOHUMATh, YTO BCe OOJTb-
HbIE B CTPaHE MOJIKHBI JICUUTHCS TT0 TIPOTOKOJTY, HEBaXKHO
KaKOMY, HO XeJIaTeTbHO eMHOMY.

H. Meccunzep: 1 cuutaro, uto Poccum oueHb TO-
BE3JIO, UTO Y Hee ecTb Takoii 1eHtp, kKak HHITLL JITON
nM. Jlmutpust PoraueBa, W Takasi opraHM3anus, Kak
HOAT'O. N nng MeHs 3TO SBISIeTCS TPUMEPOM TOTO, KaK
MOXHO aKTUBHO pabOTaTh M CO3/IaTh JIUIUPYIOIINI B 00-
JIACTH JIETCKOM oHKojoruu LIeHTp, T/Ie KaXablil TalnueHT
MOXET TMOJYYUTh Ka4YeCTBEHHYIO TTOMOIIb, U HEBaXXHO,
OTKyJa OH Tipuexai. M s oueHb BIOXHOBJIEH TEM, YTO Ta-
Kast paboTa BeleTcs MO BCeil CTpaHe, Belb S yBUIET Ha
MEpOTIPUSITUN CTICIIMATMCTOB U3 pa3HbIX YacTeit Poccun.
Eie pas crnacu6o 3a npurianieHue!

— Cnacubo 6oavmoe 3a samu omeemot Ha éonpocut! Ha-
deemcs 6HOBb yeudems eac 6 Poccuu na nawem excezoonom
Coeewanuu HOITO!

®Domo k mamepuany E.FO. Xpamosa,
HHITI] ITOH um. [Imumpus Poeauesa
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JETCKOU

IEMATOJIOTHMU u OHKOJIOT MU

HOAIO0 u HHNL AroM um. Amumpus Porayesa pacwupdaiom
compyaHu4yecmso ¢ f'ochumanem Geamoro Hyabl

30 HOs1Opst — 2 nekadpst 2016 . COCTOSUICS BUBKUT e -
crapuresieit HOAI'O u HHIIL JATOU um. Jdmutpus
Porauesa B [ocniutanb Csitoro Myael, KoTophblii padbotaet
B Memdbuce (mrar Tenneccu, CIIIA) moutu 60 Jer.
Bo Bpemsa Busuta mpencraButenu O6iectBa u LleHTpa
MPOBEJU BCTPEUU C PyKOBOJACTBOM [ocmuTass 1o Bompo-
caM pa3BUTHUS JaJbHEHIIIETO0 COTPYIHUYECTBA.

HHITL ATOW um. Omutpust Porauesa (panee HUN
nerckoit rematogoruu — HUAW JIT) cotpynuuyvaet ¢ To-
cnutanem Csaroro Myael ¢ 1991 . OcHOBBI cOTpyaHUYE-
CTBa OBLIU 3aJI0KEHBI TeHEpaTbHBIM AupekTopoM LleHnTpa
akanemukom PAH A.I. PymsHueBbiM U mpodeccopom
E.B. CamouaroBoii. OCHOBHOI LIEJBIO COTPYAHUYECTBA
ObUTO OOyYeHME Bpayeil U3 Hallel CTpaHbl, MTPeXIe Bce-
ro uz HUM JI, coBpeMeHHbIM MeTOJaM JWarHOCTUKU
U JIeYEHUST JETCKUX TeMaTOJIOTMYeCKUX W OHKOJIOThYe-
cKux 3abosneBaHuii. 3a aTu ronbl dosiee 80 yenoBEK MO-
obiBasiu B Tocniutane Csatoro Myasl B pamkax pabOThI 1O
MeXIyHapogHoMy ooMmeHy. OmHaKO CeroHs, 0 MHEHUIO
npe3ugeHta HOIAT'O Anekcanapa IpuropseBuya PymsH-
1IeBa, MbI BBIIIUIM Ha HOBBII 9Tam pa3BUTHUS I€TCKO reMa-
TOJIOTUM-OHKOJIOTMU B Halllell CTpaHe U TOTOBBI K pacllu-
PEHUIO COTPYAHUYECTBA HE TOJBKO B OOpa3oBaTe/IbHOM
cdepe, HO U B KOHTEKCT€ COBMECTHBIX HAYyYHO-KJIWHU-
YECKUX HCCAeAOBaHUN B 00JAaCTU TeMaToJOTUM-OHKO-
JIOTUW, UMMYHOJIOTUM U (PYHIAMEHTAJIbHBIX HayK. DTO
U cTajo npeameroM BusuTa aenerauuu HOJAT'O u HHITLL
JATOU um. imutpust Porauesa B OMH U3 BeAYIIUX MUPO-
BBIX LIEHTPOB AETCKOI OHKOJIOTUHU.

B cocraB penerauuu mnon pykoBoactBoM A.lL Py-
msHueBa Bouin C.P. Bapdonomeesa n K. M. Kuprusos.
Kpome Toro, x mporpamMme BCTped MNPUCOECAUHUIUCH
corpynHuku Llentpa E.B. XKykosckasg u [LM. Mydra-
XOBa, HaxonuBiKecss B To BpeMsl B locniurane CBSTOro
WNynsl Ha oOyyeHuu. B pabouuwe nHU BU3UTA Aejeranusi
MpOBeJia MHOTO BCTpeY, ObLTUA MPUHSTHI KJIOUEBbIE pellie-
HUS 10 JaJIbHENIIIEMY B3aUMOJICCTBUIO.

OCHOBHBIM WTOTOM Hallleil paboThl CTaJO0 MOHUMA-
Hue, yto cerogHsi HOJI'O, koTopoe oObeanHSIET MpaK-
TUYECKM BCE LIEHTPHI IETCKOW TeMaTOJI0TUU-OHKOJOTUU
Poccuun, 1 HHITH ATOW um. Imutpus Porauesa cro-
COOHBI Ha paBHBIX BecTu auaiior ¢ focnuraneM CBSTOro
Wynpl. Yenexu, NOCTUTHYTHIE 3a IMOCAeIHee IBaalaTh-
JIETHE, JAIOT BO3MOXHOCTb HE TOJBKO OBITh YUEHUKAMMU,
HO U aKTUBHO COTPYJAHMYATh HA CAMOM BbICOKOM YPOBHE.
Tak, akageMuK PyMmsiHIIEB OTMETWJI Ha BCTpeye, YTO MbI
SIBJISIEMCSI CaMbIMU yCIICIIHBIMM y4eHuKamu locrura-
g5 Cesitoro Mynbl, KOTOPbINi UHTEPECEH HE TOJbKO CBO-
UMM KIMHUYECKMMU W HAyYHBIMU TEXHOJIOTHSIMM, HO
U aKTUBHOI paboTOi B 001acTU T7100abHOU MeAuaTpuu,

T. €. Pa3BUTHUEM MEXIYHAPOIHbBIX CBSI3€H U MEPEHOCOM
WUIEOJIOTUM MYJIBTULIEHTPOBON MYJBTUIUCIIUIIIMHAPHON
paboThl BO BCE CTpaHbl MHUpA, YTO MOJDKHO YJIYYIIUTh
JOCTYTI K JIEYEHUIO MHOTUM JETSIM C TEMaTOJIOTMYECKUMU
Y1 OHKOJIOTMYECKUMU 3a00J1€BaHUSIMU (TTOAPOOHEe YMTall -
Te B P2KATO Ne 4 3a 2016 . B crathe «bopbba Beemup-
HOU OpraHu3alvy 31paBOOXPAHEHUS C IETCKUM PAKOM» ).
B HacTosimiee Bpemsi crieliiaJbHBIM OTIEIOM IJT00ATbHBIX
uccienoanuii B Tocnutane Cssitoro Myasl pyKOBOAUT
Hall JoOpslit 1pyr 1 KoJsuiera npodeccop Kapiaoc Poapu-
re3-TanuHno. Bo Bpemst Bu3uTta oH pacckasai, yto focru-
Tajdb B COJAPYXECTBE C JUAUPYIOIIMMU OpPTaHU3aALMSIMU
B 00J1acTU OOPBHOBI C IETCKUM PAKOM TOTOBSIT HOBBINA IJ10O-
OaJIbHBINM TOIXON K BHEAPEHWIO METOIOB JMATHOCTUKU
U JIeYeHUs BO BCEM Mupe, oO0pa3oBaTeJbHBIM Mporpam-
MaM U OCTYIY K BBICOKUM TEXHOJIOTHSIM, U TTPEITOXKIIT
HOAI'O u HHITL AT'OU um. Amutpusi PoraueBa camoe
aKTUBHOE coTpyaHuuecTBo B Poccuu u crpanax CHIL

Bo BpeMs Bu3UTa COCTOSUIUCH BCTPEUH C JIUAEPAMU He
tonbko Tocnurtansa Cearoro Myasl, HO U MUPOBOU AET-
CKOIl TeMaToJIOTUM-OHKOJIOTMU, cpearu KoTopbix Y. Po-
oeprc, JIxx. Mopran, K. Poapures-Tanunno, A. Ilanmo
U 1p. MBI BCTPETWINCH M C HAIIMMU JOOPBIMU KOJIIera-
MM, KoTopble 6buth yyacTHUKaMu Konrpecca SIOP Asia —
2016, — x. Pyouuruem, M. Xaacod. Ha BcTpedax 00-
CY>XIATUCh BOMTPOCHI JICUEHUS JETEN C reMaTOJIOTUYECKU -
MU U OHKOJIOTMYECKUMU 3a00J€BaHUSIMU, HAOIIONCHUS
mo3nHuX 3G (EeKTOB, MOJEKYISIPHON TUArHOCTUKU paKa
1 MHoroe apyroe. Heob6xoaumMo OTMETUTh, YTO IS psiaa
3a00J1€BaHUI1 MBI UMEEM CXOXUE PE3YIbTaThl U MPOOIEMBI,
KOTOPBIE TIPECTOUT PEIIUTH COBMECTHBIMU YCUTUSIMU.

Pabouasg moesnka mMoO3BOJIMIIA «IEepe3arpy3uTb» OT-
HomeHus ¢ Tocnutanem CBsitoro Mynbl 1 HAaliTU HOBBIE
(GopMBI COBMECTHOI pabOTHI, peaiu3alliio KOTOPBIX MbI
CMOXEM YBUJETh B CaMOe OJIKaiiee Bpemsl.

- —y

=il p—

IIpeocmasumenu HOITO 6 Tocnumane Cessmoeo Hyde:
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JTETCKOU

HOAro

IEMATOJIOTHMN u OHKOJIOT MU

| lWiKona no quarHocmuke u nevyeHuro aIMOpuoHanbHbIX onyxonei

25—26 Hos16ps 2016 . B ®HKIL ATOU um. Imutpust

Porauesa cocrosinace I Illkona mo nuarHocTuke u Jieye-
HUIO SMOPHMOHAJIBHBIX OTTYXO0JIel, OpraHM30BaHHAsT CUJIa-
mu HOIT'O, leHtpa 1 npu moaaepxKe HalIMX MapTHe-
poB — B® «ITomapu xu3Hb», 'K «®apMmBko» u I[lepBoro
MEIUIIMHCKOTO KaHaa.
B pamkax Illkonsl cocTosimuch
~ JICKUWM OJHMX W3 BEIYIINX MHUPO-
| BBIX CIIEIMAJIMCTOB B BOITPOCE THa-
| THOCTMKU U JIEYEHUS] SMOPUOHATb-
HBIX OIyxoJieii y neteit — TopcTeHa
Cumona (Iepmanus), Baccunuoca
IManmagakuca (Ipeumss), Mudpsr
Au (M3pane) u Moasa Meccunre-
pa (CIOA). Kpome Toro, B Lllkosne
TIPUHSIIM CaMOe aKTUBHOE y4JacTue
crerranucTel U3 Poccuiickoit De-
Jiepaluy, Cpeay KOTOPBIX TJIaBHBIN
JIeTCKUI crieunanuct oHkojor Poccum akagemuk PAH
B.I. TTonsikoB, riaaBHbIM AETCKUI CHELMATUCT OHKOJIOT
PO mpodeccop C.P. BapdomomeeBa u 3aBeayrOIINid
otmeseHueM KimHudeckKoil onkomormn MOHKIL ATOUN
uM. Imutpust Porauesa nouent JI.1O. KavyaHos.

B pamkax IKoJbl COCTOSUIUCH HE TOJIBKO O0Opa3oBa-
TeJTbHBIC JICKIIMU, HO U KJIMHUYECKHUE Pa30ophl, IO pe-

3yJabTaTaM KOTOPBIX Bejlach aKTWBHasg OucKyccus. Ha
Ixone npucyrcrBoBaiu 6osee 100 yenosek u3 19 peru-
OHOB CTpaHbI, KOTOpBIe TIPUHUMAIOT aKTUBHOE YJacTHE
B JIEYEHUU JIeTelt ¢ 9MOpHOHaIbHBIMU onmyxossmMu. Heoo-
XOIUMO 0CO00 OTMETUTH, 4TO B I1IK0JIe MPUHSIIN yIacTre
U obenuTen KOHKypca TpeBes-rpanToB A.M. Yuiuiosa
(Maxaukana) u C.B. KamuyHoB (Boarorpan). Odunuanb-
Herit caiT IIIKOJBI, Ha KOTOPOM MOXKHO O3HAaKOMUTBHCS
C ee MPOrpaMMOI M TIOJIYIUTh APYTYI0 MHOOpMAIIUIO —
www.neuroblastome.net.

B pamkax pazbopos kaunuueckux cayuaeé wina akmueHas OUcKyccus

B Can-[luero cocmoanca Hourpecc AMepukaHckol accoyuayuu
reMamonoros

3—6 gekabpst 2016 . B Can-Juero (CILLA) cocto-
sncst 59-i1 KoHrpecc AMepuKaHCKOW accouMallu Te-
MartojoroB (American Society of Hematology, ASH).
Ha Konrpecce HOAI'O mpencrasnsiau A.I. Pymsnles,
A.A. Macuan, I'A. Hosunukosa, O.B. AeitHukosBa,
C.P. Bapdponomeea, M.A. Macuan, B.B. IltymkuH,
A.M. Ilonos, K.1. Kupruzos u I'A. Llayp.

B pamkax HaydHOII IIpoTrpaMMbI OBLIHA TIpEACTaBIIC-
HBI TIOCJIEAHNE MTaHHBIC T10 JICYCHUIO TeMAaTOJIOTMUECKIX
3a00JIeBaHUI KaK y B3pOCHBIX, TaK 1 y neteil. CoTpymHU-
K1 Hamrero LleHTpa TipeacTaBUIN TTOCTEPHBIC MOKIAIH.
Tak, M.A. MacuaH 1o3HaKOMMJ y4acTHMKOB KoHrpec-
ca ¢ TIOCICTHUMM MOAHHBIMM IO IIPOBEICHUIO TpaHC-
IIaHTalUi ¢ JeTienreid TpaHcIiadTara, a A.M. Tlomos
MIPOAEMOHCTPUPOBAJT BO3MOXHOCTA M3MEpPEeHUsS MUHU-
MaJIbHOW OCTaTOYHOI 00JIe3HM METOAOM TMPOTOYHOM
murtodpayomerpun. K. M. Kupruzos BcTpeTnics ¢ mpea-
CcTaBUTEISIMU MeXXIyHapOTHOM TPYIIITHI IO THAaTHOCTUKE
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U JICUEHUIO TPOMOO30B y B3POC/BbIX U AeTeil (PYKOBOIM-
tenb — J. @apmk, OpaHims).

A.A. Macuan, I A. Hosuukosea u M.A. Macuan
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Ji IETCKOM

IEMATOJIOTHMU u OHKOJIOT MU

| MexaucyunnuHapHian KoHepenyus no aymouMMYyHHbIM
U uMmyHopeduyumHbIiM 3aboneBanusam

8—10 nexkabpst 2016 . B rojoBHoM 3gaHuu PAH
cocrostnach I MexaucuuninHapHas KoHbepeHIus Mo
AyTOUMMYHHBIM M UMMYHOIE(MUIIMTHBIM 3a00JIEBAHUSIM.
B MepornpusiTuy puHUMaIi aKTUBHOE Y9acTHe U WICHBI
HOITI'O. 8 nekabpst cocTosiach LEPEMOHUST OTKPBITUS
KoHndepenuuu u njaeHapHas ceccusi, B KOTOPOil y4acTBO-
Baut npe3uaeHT ObiiectBa A.I. PymsHueB. B mepBblii 1eHb
(opymMa Takke MPOILIN CECCUU TI0 UMMYHOeDUITUTAM
y nereit (npeacemarenu — A.FO. Illepouna, J.H. ba-
JIAlIOB) M ayTOMMMYHHBIM 3a00JIeBaHUSIM IIEHTPaJIb-
Ho#l HepBHOU cucteMbl (BbicTynuia T.B. IllamaHckas).
B pamkax ceccum 1Mo MMMYyHOJE(MUIIMTAM COCTOSUIOCH
BBICTYIUICHUE COTPYJIHUKOB OTJIe/Ia KIMHUIECKONH NMMY-
Hosorun HHITH ATON um. Amutpust Porauea. Kpome
TOro, 8 IeKadps Mpouuia ceccus Mo pereHepaTUBHON Me-
IuuuHe, rae Beictynuiad M.A. Macuan, JI.H. banamos,
K.W. Kupruszos u A.JI. Jlabepko.

9 nekabps COCTOSIIUCH ceccuu B (hopMaTe HayYHOTO MO-
CTa, TIe ObUTM TPECTaBIeHBI JIEKIIMA BEAYIINX 3apyOexK-
HBIX U OTEYECTBEHHbIX crielranucToB. Tak, A.I. PymsHiieB
MPpOoYMTa JIEKIHNIO «CUCTEMHBIE BACKYJIUTBI», KOTOPAsl BbI-
3BaJla OYEHb OOJBIION MHTEpec y caymarteseil. 10 nekadps
cocTosIlIach ceccust «AyTOMMMYHHBIC T'€MaTOJIOTHUECKIe
U ayTOBOCITAJIUTEIbHbIE 3a00JIeBaHUST», PYKOBOIUTEIISIMU
kotopoii 6put H.C. CmeTtanuHa u A.1O. [llepbuHa.

B pamkax KoHdepeHunu mpoBoawics KOHKYpPC Ha
JIYYIIMI JOKJIa MOJIOAOTO YYEHOTO, IMOOeIuTeIeM KO-
TOpPOro CTajl OTBeTCTBeHHbIN cekperapbr HOJII'O, 3aBe-
YOI OTAEIOM HAayYHBIX MCCISIOBAHUI W KJIMHUYE-
ckux TexHonoruit HHITL AT'OU um. JImutpust PoraueBa
K.H. Kupruzos.

OHNaunH

OnHuM u3 3apyoexHbix rocteit KoHdepeHuuu cran
npodeccop JxoH CHoymeH (BenukoOpurtaHwus), Ko-
TOPBIA SBJSIETCS PYKOBOIWUTENEM paboyeil Ipynmbl IO
ayTOMMMYHHBIM 3abosneBaHusM EBporeiickoil rpymimbl
M0 TpaHCIUIAaHTALIMU KPOBU 1 KOCTHOro Mo3ra (European
Group for Blood and Marrow Transplantation, EBMT).
ITpodeccop mpoyen npekpacHyo JEeKIUI0 O TpaHCIUIaH-
TallM¥ TEeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK IMPU ayToO-
MMMYHHBIX 3a0oseBaHusx. Takxke oH rocetua u HHITLL
ATON um. Imutpus Porauesa, rae COCTOSIIUCH BCTpeUun
¢ reHepajibHbIM aupekTopoM LlenTpa A.I. PyMsHLEBbIM,
3aMeCTUTeIeM reHepaibHoro nupekropa M.A. MacuaHom
U PYKOBOJUTEIEM CIYXKObl KIMHUYECKON UMMYHOJIOTUU
A.IO. IllepbuHoii. Ha HuX ObLIM 0OCYXKIEHBI BOMPOCHI
Pa3BUTUS JAIbHENIIIETO COTPYIHUYECTBA.

Sapybexcuvimu  nekmopamu  Kongepenyuu cmanu audepsl coobujecmea

s

N0 U3YHEHUI AYMOUMMYHHbIX 3a00ae6anuii “Autoimmunity network”

3anuck Bcex nekumii | LLKonbl Mo AMArHOCTUKE U NIEYEHUIO SMOPUOHANBHBLIX
OMNyXxOJsiel CMOTPUTE Ha CanTe Hawero naptHepa — [lepBoro MeauuuHCKOro
TenesmpeHusa — Tmed.tv.
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JTETCKOU

HOAro

IEMATOJIOTHMN u OHKOJIOT MU

Cocmoanacb Bcmpeya npeacmasumened HOAI0 ¢ gupekmopom
othuca BcemupHoli oprasu3sayuu 3apaBooxpanenus B Poccuu

19 nexa6pst 2016 . npeacrasuteau HOIAT'O BcTpeTn-
JINCH C PYKOBOAUTEIEM MOCKOBCKOTO odurca BecemupHoii
opranuzauuu 3apaBooxpaHeHust (BO3) I'A. Huxorocs-
HOM ¥ KOOPIAMHATOPOM IO HeMHMEKIIMOHHEBIM 3a00J1¢Ba-
HusM E.JI. FOpacosoii.

Ha BcTpeue obcyxkpajicsi BOMPOC B3aUMMOIEHCTBUS
BO3 c Llentpom u O01IECTBOM KaK € JUaepaMu B o0Jia-
CTH JETCKOM TeMaTOJOTUHN-OHKOJIOTHH B HaIlleil CTpaHe.
Joxtop HukorocsH 3aBepuit npe3uaeHta HOAT'O akane-
muka A.I. PyMsHueBa B moaaepXKe MHULIMATUB MO paH-
Hell TMarHOCTUKE JETCKUX TeMaTOJIOTMIeCKUX M OHKOJIO-
rMyeckux 3a00JieBaHUIA.

PesynbraToM BeTpeun HOJDKEH CTaTh OTBETHBIN BU3UT
B HHITL ITON um. Imutpus PoraueBa B stHBape 2017 1.
1 00CYKIeHNe BO3MOXHOCTH 3aKpEIICHUs] COBMECTHOTO
COTPYIHUYECTBA JIOTOBOPOM.

Bcempeua npedcmasumeneii HOIIO ¢ enagoii mockoeckoeo oguca BO3
I'A. Hukxoeocsamnom

3apybexubie nekmopbl Ha CoBewanuu HOQr0: Menucca Xaacox

B stom romy VIII MexpernoHaabHOe COBeELIaHUE
HamumonaasHOro 00IIecTBa IETCKUX TeMAaTOJIOTOB U OH-
konoroB (HOAT'O) mpoiiner 25—28 mas 2017 . Tpagu-
IIMOHHO JIEKTOpAaMM CTaHYT BEOyIIMEe OTCYCCTBCHHBIC
1 3apyOeKHBIC CITEIINATACTHI.

B macrosimee Bpemsa Ha caiite CoBemaHus
www.nodgo.org/meeting TyOIMKyeTCsI W OOHOBIISICTCS
CIIMCOK 3apyOeXKHBIX JIEKTOPOB, MOATBEPAWBIINX CBOE
corjlacye Ha yJacThe B MEpOIIPUSITUM.

CeromHsT MBI XOTMM paccKas3aTh
o Menucce XaacoH, KoTopast 3a J10J1-
TYe TOMBI CTajla HACTOSIITUM JIPYTOM
HOJIT'O, a B Poccun BriepBBIe T0-
oeBana B 2003 . Kak roBoput cama
IIOKTOpP XaICOH, 3a IIPOIICAIINe
C 3TOro MOMeHTa 14 JjieT Hama crpa-
Ha B IIEJIOM W COOOIIECTBO JETCKUX
TeMaToJIOTOB-OHKOJIOTOB  CIIeJIayio
TTOTPSICAIOIINI PHIBOK BITEPE].
Menucca XaacoH mojyuuiaa oOpa-
30BaHNE B YHUBEPCUTETe XbIOCTOHA
(mraT Texac, CIIIA), koTopslif oHa okoHYMIa B 1983 1,
W TIPOJOJDKMJIA CBOE 00pa3oBaHUWE B OHKOJIOIMIECKOM
menTpe M.D. Anderson (XbrocToH, Texac), riue 3aBepIim-

Jokmop M. Xaocon
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J1a 6-eTHUi oOpasoBareabHbIi UK. B 1989 . mokTop
XancoH npuniia Ha padoty B Tocriutans Csaroro Mynbl,
TIIe TIPOIIUIA ITYTh OT PSIOBOIO COTPYIHUKA 10 PYKOBOIM -
TeJIsT TIPOTPaMMBI HAOJTIOIEHUS TTO3MHUX 3G (PEKTOB.

Ceromgxs Menucca XaacoH — 3TO YHUKATbHBINA CTICIIH -
aJICT, KOTOpast He TOJIBKO BEIET PSII HayIHBIX ITPOTPaMM
W PYKOBOAUT OOJBIINM mompasneicHueM B locmumrane
Casitoro Mynel, HO 1 BO3IJIABIISICT HAYYHBIM KOMUTET T10
no3gHUM 3¢ dekTam [1eTCKo OHKOJIOTHUECKOM TPYIIIIHI,
KyIa BXOOSAT CITeIIMaIMCTHl Bcero mupa. Ilom pykoBom-
CTBOM JOKTOpa XaICOH BHITYIICHO yKe 4 M3MaHus K-
HUYECKUX PEKOMEHIAIINI TI0 3TOM TeMe.

Menmucca XaacoH coyeTaeT aKTMBHYIO KIMHUIECKYIO
M HaydyHYIO paboTy — oHa aBTop Oojiee 280 paboT, ujieH
peIAaKLMOHHBIX COBETOB 6 >XYPHAJIOB, BO3IJIABISIET He-
cKoJIbKO KoMuTeTOB B [octiurane CBaroro Mynsr u 3a ero
TpeaeIaMu.

Ha CoBemannu mokTop XamacoH BBICTYITa€T COOpra-
HuzaTtopoM JIHA mo3mHux 3¢h@PEeKTOB U peaduJIMTalNu,
KOTOpBI cocTtouTcsd B pamkax Copemtanus 28 mas 2017 1.

Cnenure 3a oOHOBIcHMSIMM Ha caiite CoBemraHus
www.nodgo.org/meeting, He 3a0bIBaiiTe MOIABATh TE3UCHI
W PEerucTpUpOBaThCs. A MbI HartoMruHaeM xamrter CoBe-
manusg — #HOJIAT02017.
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IEMATOJIOTHMU u OHKOJIOT MU

HayyHo-of6pa3oBamenbHblli CEMUHap no nporpamme
«JlanbHue peruonni» B bapHayne

8—9 Hos10ps1 2016 1. B BapHaysie cocTosicst HaydHO-00-
pa3oBaTeIbHEIN CeMUHAP IT10 IIporpaMMe «/aabHue perno-
HbI» 1J1s1 CIEIMAIMCTOB AJITAICKOTO Kpasi, KOTOPbIi coopa
6osee 100 yuactHukoB u3 bapHayia v paliOHOB perMoHa.
CemuHap ObUI OpPraHM30BaH COBMECTHBIMHU YCWJIMSIMU
[1aBHOTO ympaBieHuUsT AITaliCKOTO Kpast 10O 3ApaBoOXpa-
HEHUIO 1 (hapMalleBTUIECKOM JeATeIbHOCTU (PYKOBOIM-
teab — W.B. Jlonrosa), AnTaiickoii KpaeBoi KIMHUYECKOMR
JeTcKoil OompHULlbl (TaBHbIA Bpauy — K.B. CMmupHOB),
HanmoHansHOTO HAyYHO-TIPAKTUYECKOTO IIEHTPA IETCKOMN
reMaToJIOTH, OHKOJIOTUM U UMMYHOJIOTMHM UM. JMuUTpust
Porauesa Munsapasa Poccuu (HHITLL ATOU um. JImu-
tpust Porauesa), HamuoHanbHOro oOIIeCTBa AETCKUX
remarosioroB u oHkosioroB (HOIT'O), Anraiickoro Kpae-
BOT'0 KJIMHUYECKOTO OHKOJIOTMIECKOTO IMCTiaHcepa (IJ1aB-
HbIii Bpau — A.D. JlazapeB), 6;1aroTBOPUTENbHBIX (DOHIOB
«ITonapu xku3Hb» 1 KoHcTaHTHHA XaOeHCKOTO.

CeronHs AeTcKoe HaceaeHrue AJITalicKoro Kpasi CoCTaB-
gsger 500 000 yenosek. JleueHue aeTeil ¢ remaTojoruye-
CKUMU, OHKOJIOTUYECKMMU U UMMYHOJIOTUYECKUMM 3a00-
JIEBaHUSIMU OCYLIECTBIIIETCS Ha 0a3ze ANTalicKoil KpaeBoi
JIETCKOM KJIMHWYECKOW OOJBHUIIBI, TJ€ W TIPOIIENT CeMU-
Hap. D10 yXe 75-11 HayuHO-00pa3oBaTeJIbHbII CEMUHAp MO
JTAHHOW TIporpamMMme, Ha KOTOPOM OOCYXKIatoTCsl BOITPOCHI
JIETCKOI reMaTOJIOTMH, OHKOJIOTUY U UMMYHOJIOTHH.

Ha 1uepeMoHMM OTKpBITUSI BBICTYIIWIA PYKOBOIM-
teab aenerauyu HHITL ATOU um. JImutpus Porauesa
u HOATI'O mnpodeccop A.M. KapauyHCKUIl ¥ TJIaBHbIA
Bpau AJITAliCKOTO KpaeBOTO KJIMHMYECKOTO OHKOJIOTHYE-
CKOTO JMCIaHcepa, AenyTaT 3aKOHOIATeJIbHOTO COOpaHus
Anraiickoro Kpas mpodeccop A.D. JlazapeB. AKTHUB-
HOE ydJacThe B CeMUHApe TPUHSIN aIMUHUCTPALIVS
AnTalickoil KpaeBOoi KIMHUYECKOW eTCKOW OOJbHUIIbI
U IJIABHBIUA JIETCKUU CIIELMATIMCT-OHKOJIOL, 3aBEIYyIOIIUIA
oTne/ieHueM JeTckoit oHkojoruu A.A. PymsiHueB. [aH-
HOE MEPOIPUSITUE TTOKA3aJ0 BBICOKMI YpOBEHb BHUMA-

Omkpoimue cemunapa 6 bapnayne

HUSI PYKOBOJCTBA AJITAICKOrO Kpast K BOIPOCY AETCKOM
TeMaToJIOTUM-OHKOJIOTHH. YKe TPaIullMOHHO CEMUHAP T10
nporpaMMme «JlabH1Ee pETMOHBI» TIPUBJIEK OOJIBIIOE YHCIIO
caylIaTesyieit, KoTopble aKTUBHO TIPUHUMAJIM Y9aCTHE B €TO
paboTe 1 3amaBaii MHOXECTBO TPAMOTHBIX BOITPOCOB.

B nepBblit neHb ceMyHapa riponiu ekiyu A.A. KapauyH-
ckoro, H.C. CmeranuHoii, A.YO. Iepounbl 1 A.B. ITioHkrHa.

Bo Bpemsi ceMuHapa y KoJjier ObUia He TOJbKO YHM-
KaJibHasli BO3MOXHOCTb YCIIBIIIATh JIEKIIMA  BEAYIIHUX
CITELIMATMCTOB, HO U OECTUIATHO TTOJIYIUTh CBEXXME HOMEpa
«Poccuiickoro XypHasa 1eTCKOi TeMaTOJIOrMU U OHKOJIO-
TMW», METOMMYECKNE PEeKOMEHIAIMM W TIOANKMCAThCS Ha
PSIIT METUITMHCKNX U3IAHUIA.

Taxcke cocrosuicst BUu3uT npodeccopa A.M. KapauyH-
ckoro u K.M.H. K.M. KupruzoBa B Anrtaiickuii KpaeBoii
OHKOJIOTMYECKUI aucmaHcep. AnekcaHnp MWcaakoBuu
MpOoYET JIEKITUIO TI0 TEPAIMK CapKoM y JeTel M MOAPOCT-
KOB, TIOCJIE KOTOPOIl COCTOSITIOCh aKTMBHOE O0CYyXKIeHUE
JTAaHHOWM MPOOJIEMBI.

Bo BTOpOI1 AeHb ceMuHapa MPOAOJIKUIACH aKTUBHASI
JIEKIIMOHHAas U TMpakThyeckast pabora. [TporpamMmmy BTopo-
ro nHs oTkpbLin mipodeccop C.P. Bapdonomeesa u rinas-
HbII Tienuatp Anraiickoro Kpast M.JI. @emyenko. Ceetia-
Ha PadasneBHa mpousia JEKLMIO O paHHel TUarHOCTUKE
OHKOJIOTMYECKMX 3a00JIeBaHUI Y IETEA.

3ateM COCTOSIICS KPYIJIBIA CTOJ MO HYTPUTUBHOM TMOMI-
nepxkke, kotopblii mposesiu C.P. Bapdonaomeesa u K.1. Kup-
rM30B. B ero paMkax cocrosiiach akTMBHas JucKyccust. He
MeHblluii uHTepec BoizBau Jekiuuu H.C. Ipauépa 06 op-
TaHU3alUKM XUPYPTUIECKOIl TTOMOIIN JEeTSIM B KOHTEKCTE
remarosiorun-onkojoruu, C.C. O3epoBa, KOTOphI pac-
cKaszajl 0 HEHpOXUPYPrUUYECKUX acrleKkTax ruapouedaiiu
¥ TIOMOIIY JETSIM C OHKOJIOTUIECKUMU 3a00JIeBaHUSIMU CO
cropoHbl Heripoxupypra. K.M. Kupruzos npeacraBui co-
OpaBIIMMCST OpTraHU3alIMOHHbBIE ACTIEKThI TPAHCTUIAHTAIIUN
TeMOITOATMUYECKHX CTBOJIOBBIX KJIETOK y neteid B Poccuu.

Cemunap npusnek 601buioe GHUMAHUE KAK npedcmasumeneii npaKmu4eckoeo
30pagoOXpanenuss, Mak u OPeanu3amopos NOMouu Oemsm
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ITpakTrueckast yacTh ceMrHapa Oblia KpaifHe Hachllle-
Ha KOHCYJIBTALIMSIMUA OOJIbHBIX B Pa3IMUHBIX TOApa3neIeH -
sIX ANTaiicKolt KpaeBOM KJIMHMYECKOMN JETCKON OOMbHULIBI —
ITPOKOHCYIBETUPOBAHEI TTAIIMCHTHI U3 OHKOJIOTMIECKOTO OT-
JIeJIeHUs, OTAe/IeHUIA He(hPOIOTUU, IETeil paHHEro Bo3pac-
Ta, XUPYPIUH U Ip. Ps meTeit ObUH MpUTIaIeHbl Ha TOCITH-

IEMATOJIOTHMN u OHKOJIOT MU

tanuzauuio B HHITL ATOU um. Imutpust Porauesa.
CeMuHap aKTUBHO OCBelLAICs TejiekaHanamu bapHay-
na: I'TPK «Poccusi», «Hamm HoBocTu», «KaTyHb-24». Mbl
GJlarogapuM KoJuier U3 AJITalicKoro Kpas 3a IIOAOTBOPHYIO
paboTy, B TOM YHCJIE OPraHU3AlMOHHYIO, a TAKXKE 32 BHU-
MaHUE K 3[I0POBbI0 MAJIEHBKUX XUTEJIEH CBOETO PETUOHA.

HayyHo-o6pa3oBamenbHblil CEMUHAp no nporpamMmme
«[lanbHue peruoHbi» B OpeHbypre

14—15 nexabps 2016 1. cocrosuics Hayd4HO-OOpa3oBa-
TEJbHBIM CeMUHApP MO mporpamMme «JlambHUe perunoHbBI»
st crienanuctoB OpeHOyprcKoil 00J1acTu, KOTOPBIN
cobpan 6onee 70 yyactHnKoB n3 OpeHOypra u paiioHOB
permoHa. CeMuHap OBLT OpraHM30BaH COBMECTHBIMU
yeuausgsMu MuHMCTepCcTBa 3npaBooxpaHeHuss OpeHOypr-
cKkoit obiactr, OpeHOYyprcKoro o0JaCTHOTO KIIMHUYE-
CKOTO OHKOJIOTMYECKOTO AMcraHcepa (TJaBHBI Bpad —
A.B. Kmumymkun), HamuoHanmpHOTO HayIHO-TIpaK-
TUYECKOTrO IIEHTpa METCKOM TIeMaTOJIOTMU, OHKOJIOTHH
U uUMMyHojoruu wuM. [Amwutpusi PoraueBa MuH3apa-
Ba Poccum (HHIILL AI'OUM wum. OImutpust Porauesa),
HanmonansHOTrO 00IecTBa JETCKUX reMaToJI0TOB U OH-
konoroB (HOI'O), GmarorBoputenbHbIX (poHmOB «Ilo-
napu ku3Hb» 1 KoHcTaHTMHA Xa0eHCKOro.

Ha cerogusimHmit meHb merckoe HaceneHue OpeH-
oyprckoii obmacti cocrasisier okoyno 300 000 yemoBek.
JleuyeHne nmereilf ¢ OHKOJOTMYECKMMU M OHKOTEMAaTOJIO-
TUICCKUMM 3a00JIeBaHUSIMU TIPOBOAUTCS Ha 0a3e OpeH-
OYPIcKOro 00JIACTHOTO KIIMHUIECKOTO OHKOJIOTUIECKOTO
IHUCIIaHCepa, a ¢ TeMAaTOJOTUYECKUMU M UMMYHOJIOTHYC-
CKMMM TTaTOJIOTUSIMU — Ha 0a3e OpeHOyprckoit odmact-
HOi1 merckoit kimmHmIeckoil 6oxpHuIbEl (OOAKE). 310
yxKe 76-i1 HaydHO-00pa30BaTeIbHbBI CEMUHAp 110 JaHHOR
IIporpaMMe, Ha KOTOPOM 00CYKIaI0TCsI BOIIPOCHI AETCKOM
TeMaTOJIOTUU I OHKOJIOTHU.

Ha miepeMoHMT OTKPBITHS BBICTYIIMUIM PYKOBOIUTEb
nenerauyu HHITL ATOU um. Imutpus Porauesa 1po-
deccop I'A. HoBuukoBa 1 ri1aBHBIN Bpauy OpeHOyprcKo-

ro 00JIACTHOTO KJIMHUYECKOTO OHKOJOTMYECKOIO IIHC-
naHcepa A.B. KnuMmyimkuH. Yxe TpaaullMOHHO CEMUHAP
o mporpamMme «JlaabHUE pernoHbI» MPUBJIECK OOJIBIIOE
BHUMAaHHUE CIIyIIaTeIei, KOTOpble aKTUBHO ITPUHUMAIIN
yJgacTve B ero paboTe M 3amaBajd MHOXECTBO TPaMOT-
HBIX BOIIPOCOB. B TepBhIil MeHb MEPOIPUITUSI COCTOS -
much aekuuu ILA. HoBuukosoii, A.M. KapauyHckoro,
I.T. Conomosoii, JI.B. Cugopenko. Bo Bpems ceMuHapa
y KoJuler ObLIa HE TOJBKO YHHMKaJdbHasi BO3MOXHOCTH
YCJIBIIIATD JIEKUIUU BEAYLIUX CHELUATUCTOB, HO U Oec-
IUIaTHO TIONYYMTh CBexXue Homepa <«Poccuiickoro
JKypHaja ASTCKONM TeMaTOJIOTUM M OHKOJIOTUM», METO-
IUYEeCKre PeKOMEHIAIINN U TTOAIMCAThCS Ha PSIT MEIU-
LUMHCKUX U3JaHU.

Bo BTOpOI1 IeHs ceMUHApa MPOIOJLKIIIACH aKTUBHAS
JISKIIMOHHASI M TpakThueckass padora. [Iporpamma BTO-
poro mHsA Obuta mpencraBieHa ygekmusmu H.C. Cwmera-
nunoi, H.B. MgakoBoii, H.C. Ipauésa, A.B. ImmonkuHa,
K.M. Kupruszona. B pamkax ieKuuii mpoxoauia akTuBHast
IHCKYCCHSI, OBUIO 3aJaHO MHOTO BOIIPOCOB.

I1pakTuueckast yactb ceMuHapa Obllla KpailHe HacChI-
IIeHa KOHCYJIBTalIMSIMU TALIMEHTOB Pa3IMIHOTO TIpodu-
ng. H.C. Ipaués nmocetnn OOJKDB. Pan 60nbHBIX ObUTH
npurtamensl Ha rocnutaymn3aunio B HHITL ITOU uwm.
Amutpust PoraueBa. CemuHap aktuBHO ocBemancs CMU
OpeHOyprckoii obyracti. MpblI OJlarogapyuM KOJUIET 3a
TUIODOTBOPHYIO pabOTY, B TOM YMCJIE OpTaHM3aIIMOHHYIO,
a TakKe 32 BHUMaHME K 3T0POBBIO MAJICHBKMX XXKHUTEIICH
CBOETO pPErrMoHa.

Tpaduyuonro aekyuu 6vi36anu 6OALUIOL UHMEPEC YHACIHUKO8 MEPONPUAMUS
U AKMUBHYI0 OUCKYCCUIO
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VIl MexxpernoHanbHoe
coBewaHve HOAro

=y : . Q «lepcnekmusbl demckoli
A 2eMamosno2uu-o0HKOI02UU:
HALMOHATbHOE OBLLECTBO MYySbMuOUCYUNIUHAPHBIL
AETCKMX TEMATOJIOTOB M OHKOJIOTOB nodxod — 2017»

25-28 mana 2017 .

Yearxaemeoie konneau!

HayuoHanbHoe obwecmso 0emcKux 2eMamosi0208 U oHKos10208 (HOMO) coemecmHo ¢ HayuoHanbHbIM
HAy4YyHO-NPAaKkmMu4yeckum yeHmpom 0emckol 2eMamosio2uu, OHKOI02UU U UMMYHo102uU um. Jmumpus Poeayesa
(HHIY AFOU um. Amumpusa Pozauesa) o6ws6s14t0m o nposedeHuu VIl MexpeauoHansHozo cosewaHus HOAMO

«llepcnekmugbl 0emcKoU 2eMamosi02uu-oHKO/102UU: My1bmuoUCYUNIUHAPHbIU N00X00 — 2017».

TEMbl COBELLAHWUA:

1 dyHaameHTasNbHble

OCHOBbI 8 OUAZHOCMUKE U JleyeHUU 2cemMmameo’ioeu4ecKkux,
OHKOJ102U4YecKux u UMMyHOﬂOZU‘-IeCKUX3060ﬂeBCIHUL7

y demedi.

2 NudopmaLOHHbIE
mexHos102uu 8 demckoli 2eMamos102uU-OHKo102UU

U UMMYHOJ102UU, 8 MOM YUCJ1e NPUHYUNbI pecucmpayuu
U MOHUMOPUH24a 3/10Ka4ecmeeHHbiX H08006pazosaHuli
y demeli U NOOPOCMKOB.

3 Anupaemmnonornyeckue

OCHO8bl U OpeaHu3sayus Cﬂy)K6bI demckol
2emMameao’ioeuu-oHKOJ10euu 8 pecuoHax PO.

4 CoBpeMeHHble

ouazHocmuyeckue mexHoJsio2uu 8 demckoli
2eMamao’ioeuu-0oHKOJ10euu U uMmyHoJ10euu.

5 MynbTugncuvniniHapHble

No0Xx00bl K /ie4eHU 0moesibHbIX (POPM 2eMamosI02UYeCcKUX
U OHKoJ102u4ecKux 3abosesaHuli y 0emeli U NOOPOCMKO8.

6 NMpuHyunbi
Xupypaeu4ecKkoeo JiedeHuA 8 demckol
2emMamao’ioeuu-oHKoJioeuu.

7 Meaunko-counanbHbie

dachekmel, NCUX0J102UA U hcuxuampus e demckol
2emMameao’ioeuu-oHKoJsioeuu.

8 HoBble

HAanpagieHus 8 ie4eHUU 2eMamosio2uyecKux
U OHKOs02u4ecKux 3abonesaruti y demed.

HAamei nposedeHusa CosewjaHus:
25-28 Maa 2017 r.

Mecmo npoeedeHus:
Mocksa, HHMNL Arou
um. Amntpua Porauesa.

B pamkax CoBelyaHus 6yayT
OpraHn30BaHbl Hay4YHble CMMO3UNYMbl
W Kpyrble CTOJIbl, MacTep-Knaccbl No
aKTyanbHbIM BONpOCam
MaToOreHeTNUYEeCKom

1 CONMPOBOANTENbHON Tepanumn

B IETCKON reMaToJI0rMn-OHKOOrnmn
1 UMMyHonoruu, byayT
paccmaTpmBaTbCA BOMPOCHI
XVPYPrnyecKkoro neyeHus,
Me[VKO-COLMNaNIbHOM 3KCNePTU3bI

W fpyrue akTyanbHble BOMPOChHI.

TpagnumoHHo 6yaeT opraHn3oBaH
KOHKYPC MOCTepPHbIX AOK1aA0B
(npepcenatenb xopun —

akagemuk PAH A.T. PymaHues).

Pernctpauuna (6ecnnatHo ana yneHos
HOOIO*) - po 1 anpena 2017 r.
Mogpo6bHaa nHdopmauus Ha carnite
CoselaHna: www.nodgo.org/meeting/

Ectb BONpOCHI?
MuwwnTte Ham: info@nodgo.org
Xawrer CoewaHuna - #HOAr02017

* — nogpo6bHOCTU Ha caTe www.nodgo.org/meeting/
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Yo TETCKOU
I'EMATOJIOTUU u OHKOJIOT'UN

HOBEWIIIEE UCCJIEJIOBAHUE: KIMHUYECKOE ITUTAHUE CIIOCOBCTBYET

YCHEIITHOMY ITPEOJOJEHNIO OHKOJIOTMYECKHNX 3ABOJIEBAHUI

14 nos6ps 2016 2. 6 npecc-uenmpe MHA «Poccust ce2o0Hs» cocmosaacy npecc-kongepenuus no meme « Hympumuenas
no00epicKa nauuenmos ¢ onkKodo2udecKumu 3abosesanusmu». Ha meponpusmuu ¢ ywacmuem npeocmaeumeaeii OIbY
«Dedepasvhblil HAYMHO-KAUHUMECKUL UEHMDP 0eMCKOll 2eMamoao2uu, OHKoA02uu u ummyHoto2uu um. JImumpus Poeaueea»
Munsopasa Poccuu, na 6aze komopozo peaausyemcs npoekm Ilenmpa nympumueroii noddepycku komnanuu Nutricia Ad-
vanced Medical Nutrition u gponoa Danone Ecosystem, 6bL1u npedcmaeaenvt Hogelluiue OaHHbvle N0 KAUHUHECKOMY RUMAHUIO
demeil co 310KaA4eCMEeHHbIMU HOBO0OPA306AHUAMU.

Hepenko Tsxen000bHbIE MALIMEHTDI JIUIIAIOTCS BO3MOXHOCTH €CTECTBEHHOIO (IIepOpaIbHOr0) IpueMa IUIIHU,
M3-3a YET0 YEeJIOBEK MOXET TepsTh 5—10 % MCXOmHOM MacChl Tejla 3a HeJeI0, a 3TO CHMXAET CIIOCOOHOCTh OpraHu3Ma
K BOCCTaHOBJIEHMIO. MIMEHHO IO3TOMY Mpo0JieMa HYTPUTUBHON IMOAAEPXKKMA C MOMEHTA IIOCTAHOBKM AMArHO3a
B COBPEMEHHOII OHKOJIOTMM, OCOOEHHO B IeAMATPUYECKOM MPaKTUKe, BBIILIA HAa IEPBbIi IUIaH: cerogaHs B Poccun
HacuuteiBaeTcd ropsaka 30 000 neTeii ¢ pa3TMYHBIMUA OHKOJIOTUYECKUMU 3a00JIEBAHUSIMU.

[To naHHBIM 3apyOeKHBIX UCCIEI0BAHNI, HYyTPUTUBHAS IMOAAEPKKA MOXET ChIIPaTh 3HAYUMYIO IOJIOXUTEIbHYIO
posib I JeTeil CO 3JI0KAYECTBEHHBIMM OIYXOJSIMU B XOI€ MPOBEAEHUsI IIPOTUBOOIIYXOJIEBOI Teparuu.
B parmomusupoBanHoM ucciaemoBannu J. Bakish et al. (2003) 0b111 06ctenoBansbI 112 geTeit ¢ OImyXoasiMy LIEHTpaTbHOM
HEPBHOI CUCTEMBbI, IUIAH JICUCHUsI KOTOPBIX TAKXKE BKJIIOYAIL JICUeOHYIO AUETY, SHTEpAIbHOE U IapeHTePaIbHOE MUTAHUE.
HawuGosee Boicokue pesy/braThl (yBeaudyeHue mMacchl Teja Ha 10 % u Gojiee 3a 3 Mec) OTMeYaluCh B IPYIINE AeTel,
I1OJIy4aBILKX JOMOTHUTEIBHO K JIeUeOHOMY PAaLIMOHY HTepaibHOE MUTaHue .

AHaJOTMYHOE CITelnaIn3upoBaHHOE McclieToBaHue TTpoBoamioch B Poccun Ha 6aze @HKI ATOU um. IMutpus
PoraueBa. OHo nokasano, yro moutu 100 % mauueHToB MOTPeOIsioT auib 50 % 1 MeHee OT IMPeaIoXEHHON ebl,
a 70—100 % peTeit UMEIOT UCXOAHYIO HyTPUTUBHYIO HEJOCTATOUHOCTD WJIM PUCK €€ Pa3BUTHSI, YTO MOXKET IIPUBECTU
K PSILY TSDKEJIbIX OCJIOXKHEHUI. B To ke BpeMst IpuMeHeHre KJIMHUYECKOTO MUTAHUS ITO3BOJISIET YIYUIIUTh COCTOSIHIE
naureHToB. Tak, Ipy aHaIM3e aHTPOIIOMETPUYECKHUX IIOKa3aTeleil B X01e UCCIIeOBaHMS ObLIO BBISIBJICHO, YTO Y IETei,
IOJIyYaBILKX JOMOTHUTEIbHYIO HyTPUTUBHYIO ITOIIEPXKKY, OTMEYAIACh ITOJIOKUTEIbHASL JMHAMIKA HYyTPUTUBHOTO CTaTyca
WU XK€ HYTPUTUBHBIA CTAaTyC
Obl1  0e3 JMHAMUKM, HO
ocTaBajiCi IIpU BTOM B \
Ipenenax HopMbL. Tak, B IByX m e i
Ipynmnax IalUeHTOB, IIOJIy-

YaBIIMX CMECHU JUISI SHTEpaIb- o - & HYTPUTUEHAR NOMIEPHKA NALUMEHTOR
C OHKOJIOTUSECKMMM SAEONEBAHUAMH

HOTO TTUTAHUS, TIOJIOKUTE b~
Hast IUHAMUKA ObLIa
BoisiBIIeHa y 75 % u 50 % net- "
eif; Y OCTAIbHBIX TIAIMCHTOB (o CH i : Ao SEEEEm
13 3TOM TPYIIIIBI AaHTPOITOMET- : o T S -
pUYECKUE TTOKA3ATEN CYIIe-
CTBEHHO HE W3MEHSIIUCE.
B rpyme mereit, KoTopble He
TTOJTyJaIn KIIMHIYIECKOTO

!Bakish J., Hargrave D., Tariq N. et al. Evaluation of dietetic intervention in children with medulloblastoma or supratentorial primitive neuroectodermal tumors.
Cancer 2003,98(5):1014—20.
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MUTAHUSI, OOJIBHBIX C MOJIOXUTEIbHON IUMHAMUKOI HYTPUTUBHOIO CTaTyca He ObUIO, a y GoJbluvHCTBa Aeteit (60 %)
AHTPOITIOMETPUYECKUE [TOKA3ATEIN B X0/ HAOIIOACHUSI CHIKAIACH?.

HyrputuBHas sHTepadbHasI MOOACPKKA MO3BOJISIECT COKPATUTh [UITUTEIBHOCTD IIPEeOBIBAHUS ITAIlMEHTOB C OHKO-
JIOTHIECKUMM 3a00JIeBaHUSIMM B CTallMOHAPE M IT1ajlaTe MHTEHCHMBHON Teparmuu. OO0 3TOM COOOIIMII TJIaBHBIN Bpau
CIlo I'bY3 «Jloponckoit KIMHWYECKWI OHKOJOTMUYECKMIT maucmaHcep», A.M.H. leoprmii Mouceesnu Manuxac:
«OnmumanvHo N000OPaHHOe SHMEPAaNbHOe NUMAaHUe obecnevugaem no00epICaHIe SHepeeMUYecKux nOmpedHoCmell OpeaHu3Ma,
a 3a4acmyr CAYICUM CAMOCIMOSMENbHLIM 6ecombim nevedHbim pakmopom. K coxucanenuro, noka 6 Poccuu yposens
PACHPOCMPAHEHHOCMU  JHMepPanbHo20 numanus Hedocmamouern. Taxkoce ocmaeasiem dceaamov aAyqule20 yYpoeeHb
UHGDOPMUPOBAHHOCMU DOKMOPO8 8 OaHHOIL 00aacmu».

Hns dopmupoBaaus Moaen 3(PpOeKTUBHOM HyTPUTUBHON MOAIEPKKH TSKET000IbHBIX MallneHTOB B 2014 1. Havar
paboty TIpoeKT «lleHTp HyTpUTMBHON IIOAmEPKKW», KOTOPBIM HAIpaBJIcH Ha aKTyaau3alnilo HEOOXOTUMOCTH
HYTPUTHUBHOM ITOIACPKKI MAIIMEHTOB C OHKOJIOTUIECKIMHU 3a00JIEBAaHUSIMU U YITyUIIIeHNE KaueCcTBa UX XKU3HM. 3a BpeMsI
ero padotsl B Cankr-IleTepOypre opranmnzoBaHa repBasi B Poccuu mporpamma odecrieqeHUSI SHTePaTbHBIM JICUeOHBIM
IMUTAaHWEM ITaIleHTOB C OHKOJOTUYCCKUMU 3a00JIeBaHUSIMHM B aMOyJaTOPHBIX yCIoBUAX — cucteMa Home Care,
ITO3BOJISTIOIIAST COBMECTUTH JOMAITHUI YXOI Ha 3Talle BOCCTAHOBJICHUS U PCaOMINTALINU C SHTECPATbHBIM ITUTAHUEM.
B mmomo6HOM MoAen MUTaHMS TTOSBISETCS BO3MOXKHOCTD YIYUIINTh KM3HEHHBIC TTOKA3aTeId MallieHTOB, YCKOPUTH
BBI3IOPOBJICHNE, CHU3UTH KOJIMUECTBO OCIOXHECHMI IIOCJIe TEPEHECEHHOTO JICUYCHMS, TTOBBICUTh KAYeCTBO XU3HU
B LIEJIOM.

[na panpHelmero GoOpMHUPOBAHUS CIIyXKObBI HYTPUTUBHOM MOMAEep:XKKM B Poccum HE0OXOOMMO pa3BUTHE
00pa3oBaTeIBPHBIX IIPOrPaMM B 00J1aCTH JICYeOHOTO KITMHUYSCKOTO IMUTaHUS, TIPOBEICHIE TEMAaTUIECKIX KPYTJIBIX CTOJIOB
u np. JIaHHBI KOMIUIEKC Mep IMO3BOJUT M30eXKaTh WHBAIMIN3AMWU IALIMEHTOB, IOBBICUTh KAYECTBO MUX XKU3HU
1 B KOHEYHOM UTOT€ CHU3UTD PACXOIbI CUCTEMBI 3IPaBOOXPAHCHMS Ha JIeUeHE OHKOJIOTUICCKUX 3a00I¢BaHUIA.

Tenepanpupiii gupektop PI'BY «O®HKI ATOM wmm. Jdmutpus PorayeBa» Mwun3npaBa Poccuu, TraBHBIN
BHEIITATHBIN CTIICIIMAJINCT 110 IeTCKOI oHKojjorn MuH3apaBa Poccun, akagemuk PAH, n.Mm.H., mpodeccop Anekcanap
IpuroppreBuy PymsiHIIeB COOOIINII, YTO B HACTOSIIEE BPeMsI BeeTCs aKTUBHAs paboTta 1o BHeapeHmio onbita GHKII
JAT'OU mm. Amutpusa PoraueBa u Cankr-IleTepOypra B poccuiickue pernoHbl: «CeromaHs He0OX0IMMO MaKCUMATbHO
IIIPOKOE PaCIpOCTpaHEHUWE MAHHBIX O KIMHMYECKOM IHMTAaHWM CpeAu Bpadeil M mammeHToB. [lmaHupyeTcs, 4To
B pa3IMIHBIX PEeTMOHAX CTPaHBI OYyIyT CO3MAaHBI TPYIIIBI HYTPUTUBHOM Iommepkku. s Bpadeil, pabOTarOIINX
C TSKETOOOJBHBIMU TallMeHTaMM, OyIeT OpTraHM30BaH CICHHAJIbHBIM OOyJaloImnii MpoeKT. TakKe HEOOXOTMMO
IIPOBOIUTH O0YJAIOIIe MEPOIIPHUSITHS IUISI POACTBEHHNKOB TaKMX OOJIBHBIX, II¢ OHM CMOTYT ITOJYINUTH JOCTOBEPHYIO
nHPOPMAIIMIO O POJM IHMTAHWUS B IIpollecce JIeUYCHMS W peadWIMTallMy ITalleHTOB, B TOM YHCJIE — IeTel
C OHKOJIOTUYECKIMMU 3a00JIEBAHUSIMI».

HMunmmmaTtopom mpoekTa «LlenTp HyrputrBHOM mommepxkku» craax @HKI ATOU nm. [Imutpust PorayeBa coBMecTHO
¢ PermoHanbHBIM 61aTOTBOPUTEIHHBIM O6H.[CCTBCHHLIM (hoHIOM ITOMOIIIN AETSIM C TSKEJIBIMU 3a001¢BAaHUSIMU KPOBH,
¢donmom Danone Ecosystem
n  KommaHueir — Nutricia
Advanced Medical Nutrition.

Koumaxmut onas CMU:

HYTPUTMBHAA NOJEP KA nALMENTOR - 1
P — - - umko Hpuna
C OHKOMOrMHECKMMH 3ABONEBAHAMY ' [} - PC T CHR - 2

Tea.: +7 916 §05 50 39
Da. adpec:
i.shimko@spncomms.com

*https://www.google.ru/url?sa=t&rct=j& g=&esrc=s&source=web&cd=1&ved=0ahUKEwjKmLnD3J3QAhXC1hoKHX9KA2wQFggd-
MAA&url=http %3A%2F %2 Fnodgo.abvpress.ru%2Fjour%2Farticle %2 Fdownload % 2F190%2F 186 & usg=AFQjCN Hr5JwKp6VYzO0I 36fyCMEnQtY-
Blg&sig2=SYTPXomojT5bZRXzswzEHQ& cad=rjt
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KINMHUYECKOE IIUTAHUE CIIOCOBCTBYET
YCHEIITHOMY MPEOJAOJEHUIO OHKOJIOTMYECKHNX 3ABOJIEBAHUN

___________________________________________________________________________________________________________________________________________________________________________|
Ecnu HeckonbKo NeT Ha3aj CuMTanocb, Yto HyTPUTUBHAA NOAAEPXKA He ABNAETCA NeMEHTOM JleueHisa, a NIMWb ONUMOHANbHBIM
LONONHEHUeM K Hemy, a TPaTaMy Ha JHTepabHOE NUTaHIe MOXKHO NOKEePTBOBATb B M0/b3y NOKYMKIA NEKAPCTB, TO CErOAHA Y2Ke 0YEBUAHO,
YTO NPOLLECC HYTPUTMBHOIA MOAAEPAKKI HEOTAENMM OT NIeYeHNA 1 peabunUTaLmn 1 XKU3HEHHO HeobXOANM NaLMeHTaM Ha KaaoM dTane.
MpaBunbHO nopobpaHHas HyTPUTUBHAA MOAJEPXKKA CNOCOOHA CHU3UTL TAMKECTb M KONMYECTBO CEPbe3HbIX OCIOMHEHWN, a 3HauuT,
1 COKPATUTb AIUTENbHOCTb NpebblBaHIA NaLMEHTOB B CTaLoHape. Mbl norosopuny ¢ Beayiwmmu crieymaninctamin HHIML ATOW um. Amutpua
PoraueBa MuH3ppaBa Poccun, a Take rnasoii [0poACKoro KNMHMUYECKOro OHKoNornueckoro Ancnancepa r. CakT-Metep6ypra u y3Hanu ux

MHEHWE 0 3Ha4YeHnn HyTpVITVIBHOI7I NnoAAepMKN.

Anekcanap
IpuropneBuy

PymsnueB

Axademux PAH, doxmop
MeOUUYUHCKUX HAYK,
npogheccop

Ienepaavnotii oupexmop
DIBY «HHIII] JTOH

um. JImumpus Poecaueea»
Mumn3zopasa Poccuu (Mockea)

[TuraHue sIBASIETCSI OCHOBOM XKU3HU, TO3TOMY JUTSI HAC
BaXKHO, YTOOBI HAIIM TMAIIMEHTHI TTOJIYJYalId TOCTaTOYHOE
KOJIMYECTBO IUTATEIbHBIX BellecTB. HemocTaTouHOCTh
MUTaHUSI TIPUBOAUT HE TOJBKO K CHMKEHUIO KadyecTBa
KW3HU OOJIBHOTO YeJIOBeKa, HO M K POCTY 3aTpar Ha 31pa-
BooxpaHeHue. Beap ecnu repanus naeT 6e3 OCI0XHEHUI,
KOTOpbIE, COTJTACHO MUPOBOI CTaTUCTUKE, KpaiiHe 4YacTo
CBSI3aHBI C HEIOSTAaHUEM, TO U 3aTPAThHI Ha JICYCHUE OyIyT
ropazno MeHbuie. [IpeacraBsre cebe, YTO MALIMEHT IO-
cJie omepalvy CYaCTIMBO BBIMKMCAICS U3 OOJbHUIIBI Oe3
OCJIOXKHEHMI U TIPONOJIKAeT BOCCTAHOBUTEIBHO-peadu-
JIMTAIIMOHHBINA TMEPUOI AOMa B KPYTy pOAXHBEIX. DTO Oia-
rOmnoJIydyHbI BapuaHT. Ho, K coxajeHu1o, 4acTo ObIBaeT
COBCEM MO-APYromMy, KOraa ocjaabaeHHbI, NCTOILEHHbII
00JIE3HBIO U TSKEJIOM onepalueid 60JbHONM HE UMEeT CUIT
0OpPOThCS Jaxke ¢ OYeHb MPOCTOM, OaHAaTbHON MHMEKIIN-
eii. Bor Torma m pasropaercst «moxap» B BHUJIE ITHEBMO-
HUU, HaTHOEHHUS IIIBOB, TIPOJIEXKHEH U T. 1. A BeIlb KaXKI0e
U3 OTUX I'PO3HBIX OCIOXHEHUI TPeOyeT JOMOJHUTEIbHO-
ro JIEKApCTBEHHOIO OOECIeUeHUs, HAIpUMEpP ITOPOTHX
AHTUOMOTUKOB, JIUIITHUX JHEW, a MHOTIA U HeIeb Ipe-
ObIBaHUS TallMeHTa Ha OOJbLHUYHON KOWKE, HOMOJHU-
TEJILHOTO BPEMEHU M CUJI MeArepcoHana. Ecim Bce ot
MOMEHTHI CJIOKUTh M ITOCYMTATh HEOOXOIMMEBIC HAa HHX
JIEHbI'W, TO TOJIyJyaeTcsl BIOJHE BHYIIUTEIbHAs CyMMma,
KOTOPOM MOXKHO JIETKO M30eXKaTh, €CIN IMPOCTO BOBPEMS
U IIPaBUILHO HAKOPMUTH OOJIBHOTO.

Teopruii
Mouceesuu
Mamnuxac

Jloxkmop meduyunckux nayk,
npogheccop

Thaenvuii epau

Topodckoeo kaunuueckozo
OHK0.102UMeCK020 JUCnancepa
(Canxm-Ilemepoype)

— leopeuii Mouceeeuu, 6 Canxm-Ilemepbypee énepevte
6 Hawell cmpane paspabomana u peaiu306aHa 2ocyoap-
CMBeHHAst npozpamma obecneveHus OHKOAOSUMECKUX nda-
UYUEHMO06 1e4eOHbIM IHMEPAIbHbIM NUManuem 6 amoyaa-
mopHbix ycaogusax. Pacckaxcume, noxcaayiicma, kax Bot
npuwan K maxomy peuienuro u Kax Bot smoeo doouaucs?

— HoBoe — 310, KaKk mpaBWIO, XOPOIIIO 3a0bITOE CTa-
poe. Ecnin MBI BcrmoMmHUM Apucrtotens win [unmokpara,
TO OHU JICUWJIA ITUTAHWEM, & UMEHHO BUHOM M TEMU TIPO-
JQYKTaMH, KOTOPHIE B TO BPeMsI YIIOTPEOJIST B IUIILY YEJI0-
Bek. [Ipoliecc leyeHNUsT U peadMIMTALIMKA BCeTaa ObII He-
oTmeauM oT nuTaHusg. CerogHs emy yaeaseTcsl 00JIbIIoe
BHUMaHUE, 0COOCHHO B OHKOJIOTMU. MIMEHHO 3T Mmaru-
€HTBI, KaK HUKTO APYrOi, HY>XIalOTCsS B peaOWIMTALINN,
B TOM YUCJIe, TPABUIILHOM IMUTAHUY BO BPEMSI U TTOCIIE Jie-
yeHus1. Tpu roga Ha3aa Mbl Ha4aJld paboTy HaJl Iporpam-
MOJ I10 MPEeIyNpPexXIeHUIO 1 JICYCHUIO OHKOJIOIMYECKUX
3a0oneBaHuii xuteneir Cankr-IlerepOypra, u yxe Torma
MBI YISJIMIA 0CO00€ BHUMAHKE ITUTAHUIO.

IManyeHTh, 0COOEHHO C OMMYXOJSIMU TOJIOBBI U IIIEH,
JIOTKA M TOPTaHW HamnboJiee ysSI3BUMBI, TaK KaK OHU He
MOIYT CaMM TiepepadaThiBaTh MUINY (HDU3UOJIOTHYECKUM
IyTeM, TOBOpS IIPOIle, OHM HE MOIYT IE€PEeXKEBbIBAThH
u tinotatb. OCHOBHAas Macca HalIUX MAIUEHTOB, 3TO
ooabHbIe co 11, I, a uHorma u IV cragueii 3a6o1eBaHMs.
K cokaneHuio, Ha 3TOM 3TaIe OHU, KaK IIPAaBUIIO, YXKe He
MOTYT IIUTAThCSI CAMOCTOSITEILHO.



HMMeHHO MO3TOMY MM HEOOXOIMMBI CIENaTU3UPO-
BaHHBIC TIPOAYKTHI MUTAHUS B XKUAKOUN (popMe, KOTOPhIE
JIETKO YCBaMBalOTCs, a 3HAUUT, ObICTpee UaeT Habop Beca,
BOCCTAHOBJIEHME BceX (PYHKLMIA OpraHu3Ma, BbI3[JOPOB-
JIEHVE W BO3BpallleHNe K 00bIYHOMY 00pa3y XXu3Hu. Mox-
HO C YBEPEHHOCTbBIO CKa3aTh, YTO JIeUeOHbIe SHTEPAIbHBIE
CMeCH SIBIISTIOTCS OCHOBHBIM KOMITOHEHTOM peadMInTa-
LIMY TaKUX TTAIIUEHTOB.

B Hamem yupexaeHUM ecTb OTIe] peaduIuTaLuu
CTOMMPOBAHHBIX TMalMEHTOB, IJIsI KOTOPbIX Mbl YBUIE-
JIU HEOOXOMMMOCTDh B SHTEPAJILHOM IMUTAHUU HE TOJIBKO
B CTallMOHape, HO U aMmOynaaTopHo. Haileil nenbio 66010
COXpPaHUTh TIPEEMCTBEHHOCTh MEXIY TOCIUTAIbHBIM
1 aMOYJIaTOPHBIM 3TallaMu JISYCHUS U CIeJIaTh peaduin-
TalMIO HAIIMX NalMeHTOB 0oJiee 3(PHeKTUBHOIA.

— loeopam, umo doma u cmenvt nomozarom. Hmen-
HO nO3MoMy MHO2Ue NAuUeHmbl CmpeMsmca Ovicmpee
evtnucamocs u3 Ooavnuyvl. Ecau 206opums npo numanue,
mo Kaxcootil 3Haem: 0OMAWHAS NUWA U BKYCHee, U PoOHee.
3auem jnce, 6epHysuLUCH U3 O0AbHUUBL OOMOIl, HAOO 6MECHO
annemumHo20 KycKka Maca noay4amo MaieHoKyr Oymolioy-
Ky ¢ aeuebnoii cmecvro?

— Bo-mepBBIX, ST MOBTOPIOCH, MHOTHE TAIIMEHTHI TIPO-
CTO HE MOTYyT NMPUHMMATh OOBIUHYIO MUILY, TeM OoJiee
B HEOOXOIMMOM 00beMe. Bo-BTOpBIX, OOBIYHBIE TTPOAYK-
Thl YaCTO IUIOXO YCBaMBAIOTCS M3-3a MOPaXXEHUS CIAU3U-
CTOM1 KeJTyTOYHO-KUIIIETHOTO TPaKTa BO BPEMsI arpeCcCUB-
Horo jedeHus. Hy u, B-TpeTbNX, B JOMAIIHUX YCIOBUSIX
IIPUTOTOBUTH CMECH, KOTOpBIe OYyIyT BOCCTaHABIMBATh
OCJIKOBBII M KUPOBOI OajlaHC HEBO3MOXHO. Tak ke,
KCTaTH, KaK 1 HEBO3MOXHO ITPOBECTH 0 KOHIIA BECh MPO-
11ecC peaduIuTallMy B CTallMOHape.

IMporecc BOCCTaHOBJICHUS OHKOJIOTUIECKMX
OONBHBIX OYCHBb CIOXHBIN W IIATCIAbHBIN. MHOrma
HalllM TIAIIMEHTH BBIHYXXIEHBI TIPUHUMATh OIIpe-
JIeJIeHHbIe TIpernapaTtbl Ha TIPOTSKEHWM BCEH KM3-
HU. MBI Xe TOBOPMM O TOM, YTO CIeI[MaIM3UPO-
BaHHOE IMUTAaHWE SIBISIETCSI HEOThEMJIEMOW YacThlO
JlegeOHOTO Tpormecca. UMEeHHO MO3TOMY MBI WHUIIH-
WpOBaJIM TIPOrpaMMy II0 OOECIIEUCHHMIO ITallMeHTOB
C OHKOJOTMYECKMMHU 3a00JIeBaHUSIMU TOJOBBI U IIIEH,
IVIOTKW U TOPTaHU MPOAYKTaMU CIIelIMaTu3UPOBAHHOTO
MUTAaHUs BO BpeMs JieueHUs W peabuimrtanuu. [TpaBu-
tenbcTBO CaHKT-IleTepOypra mommep:kaao Hally MHU-
IIMaTUBY W BBIICIUIO CPEACTBA IJII OOCCIICUYCHUS SH-
TepaJIbHBIM IMUTaHMEM MAIlMEHTOB C OHKOJIOTUYECKUMU
3a00JIeBaHUSIMU B aMOYJIaTOPHBIX YCIOBMSIX, YTO OTpa-
JK€HO B S5-JIETHEW peruoHalbHOU mporpamme «Pa3Bu-
THe 3apaBooxpaHeHUs B CaHKT-IletepOypre» Ha 2015—
2020 rr.

DHTepaJibHOe MUTAHUE 3aKyMaeTcs HAIllUM OTIEIOM
peaduIUTallMU U ero JOCTaBKa OCYIIIECTBIISIETCS MallueH-
TaM Ha 0M. MBI, B CBOIO OYepelb, CTPOTO KOHTPOIUPYEM

MpoIIecc 3aKyIoK, JOCTaBKU U, 9YTO camoe TJIaBHOe, TIpa-
BWJIBHBIN TIpHEM MallMeHTaMM ITUTaHUS.

— Moosceme au Bot ckazamo, ymo nayuenmot, npuHuMa-
rouwue 3HmMepaivHoe NUMAHUE, 60CCHMAHABAUBAIOMCS Obl-
cmpee, wem me, Kmo e2o0 He noay4aem?

— Jla, oTO IefCTBUTEIbHO TaK. bricTpee uaet Habop
Beca, yiydmiaeTcss (pu3MIecKoe M JaxKe TCUXOJIOTHYC-
CKO€ COCTOSIHME, TIPOUCXOAUT OoJjiee ObICTpOE BOCCTa-
HOBJICHME TPYIOBBIX HaBBIKOB, PaOOTOCIOCOOHOCTH.
A xoren Obl 0OpPAaTUTh BHMMaHUE Ha elle OJUH OYeHb
BaXXHBINT MOMEHT. biraromaps Haieil mporpamMme y ma-
LUEHTOB IOSBJISCTCS OILIYIIEHNE, YTO O HUX 3a00TATCS
W OHM HEe ONMHOKU. Bo BpeMs JieuyeHUST B cTallMoHape
KaXXIbIil MMallMeHT YYBCTBYET K ceOe MOBBIIIEHHOE BHU-
MaHue Bpaya, MEJICECTphI, faXe CAaHUTapKu, 0COOEHHO
3TO KacaeTcs aeteil. Korma HacTymmaeT MOMEHT BBITIH -
CKHM, OH BAPYT OKa3bIBacTCS OAWH Ha OOWH CO CBOUM
HeIyroM U IOPO# YyBCTBYET ceOsl abCOJIIOTHO OecIio-
MOIITHBIM ¥ HUKOMY HeHYXHBIM. B pamMkax Halteit mpo-
rpaMMbl MEIUIIMHCKAsI CeCcTpa, Mmpuesxasi K 00JbHOMY
Ha IOM, He ITPOCTO JOCTaBIISIET JIeueOHOEe MUTaHNEe, HO
W TIpOBepsIeT ero COCTOSHUE, OTBeYacT Ha BOIIPOCHI,
TIOMOTAaeT aZalTUPOBATHCSI WM TMAIMEHTY, U €ro CeMbE
K U3MEHUBIINMCST 00CTOSITeIbCTBAM, OIS PKUBACT UX
TMICUXOJOTUYECKU.

A rny6oko yoexIeH, 4To JeyeHUue OHKOJOTUYECKUX
OOJBHBIX HOJKHO TPOBOIMTHCS B CIICLIMAIM3UPOBAH-
HBIX yupexxneHUsX. TaM, Tae BBICTpOCHA BCS CHCTeMa
OKa3aHHWs TIOMOIINY ManmeHTaM. HaumHas ¢ mgmarHo-
CTUKM, Jajiee JeUYeHUS U BOCCTAHOBJICHUSI.

Ycnex 00010 Je4eHus 3aBUCUT OT MHOTUX (DaKTo-
POB. 3a4acTyro oIlepalys, TydeBast NI XUMHOTE PATIHST —
3TO BCETO JIMIIb OIIpeIeICHHBIN 3Tall B XKN3HU ITAllCHTA,
W HaIesIThCSI Ha YCIeX IPOBEICHHOTO JEYCHUS MOXHO
TOJBKO B TOM ClIydyae, KOTga BOCCTAHOBUTEJIbHBIN Ie-
puon OyIeT HaxXOAUThCS MOJ BpauyeOHBIM KOHTPOJIEM.
M MeHHO 3Ta MBICJIB JIETJIa B OCHOBY HaIlIel IIPOTPaMMBI
Mo O0ECIIeYeHUI0 MAIIMEHTOB CIIeINaIN3UPOBAHHBIM
nuTaHueM. Mbl 10OMJIMCH TOTO, YTOOBI OOJBHOM TMOJIY-
yaJl anfeKBaTHYI0 HYTPUTUBHYIO MOIAEPKKY HE TOJIBKO
BO BpeMsI JIeUeHHUSI B CTallMOHAPE, HO U Ha MPOTSKEHUU
BCEro BOCCTAaHOBUTEJIbHOTO MEPUOA.

Onkosornueckue mainueHTsl B CankT-IletepOypre
Telephb OeCIIaTHO 00CCIIeYMBAIOTCS JICUYCOHBIM ITHTA-
HHUEM Ha IoMy. DTO OYeHb BaXKHO U JOJIKHO OBITh BHE-
JIPEeHO W B APYTUX peTMOHAX Halllell CTpaHbl, IIe 00Jb-
HbIe TOYHO TaKXe HYXIAITCs B 3a00Te M MOAIEPXKKE
He TOJBbKO B OOJbHUIIE, HO U aMOyJIaToOpHO. S He cum-
Tal HOBAaTOPCTBOM WMJIM YeM-TO HEOOBIKHOBEHHBIM TO,
YTO MBI CAEaI. DTO HOPMAJILHBIN MIPOIIECC, KOTOPBII
JIOJKeH TPUCYTCTBOBATh BO BCEX CIEIMATM3MPOBAaH-
HBIX OHKOJOTUYECKUX YIPEKIACHUSIX.



JIMuTpmii
BuranbeBuu
JIuTBUHOB

Kanouoam
MeOUUUHCKUX HAYK

Thaenwuii 6pau

DIBY «HHIIIL] ITOA

um. J{mumpus Poecaueea»
Mumn3zopasa Poccuu (Mockea)

— Kaxkyro poav evinoansem numanue 6 oouem npouecce
JAeveHust nayueHma, KOmopomy nocmaesuii OHK0A02UHeCKULl
ouaznos?

— g NaluMeHTOB ¢ OHKOJOTMYECKUMHU 3a00J1€BaHU -
SIMM TIUTaHUE SBJISIETCS HE IPOCTO MOIOJHEHUEM, OHO
HEOTIeIMMO OT TIpoliecca jedeHus. Jlaxke cambie coBpe-
MEHHBIC TIperapaThl 1 METOIbI JICUCHUs HEe MOTYT OBbITh
3G GEKTUBHBIMU, €CJIM OHU IIPUMEHSTIOTCST Y UCTOIIIEHHO-
ro 0oJ1e3HbI0 YesnoBeka. [lalneHT B pa3sl JIydllle pearupy-
€T Ha Tepamnulio, €CIu eMy IpaBWIbHO TTogo0paHa HyTpH-
TUBHAs OAIEPXKKa, T. €. CIIeIIMaIN3POBaHHOE JIeYeOHOe
nmuTaHue. be3 Hero 00JIBHOI OpraHM3M IIPOCTO TIepecTa-
HeT (PYHKIIMOHUPOBATh.

HyrputuBHasg 1 B mepByr odepeib OeJIKOBO-3HEp-
reTuJeckasi HeIOCTaTOUYHOCTh SIBISTFOTCSI (PaKTOPOM TIO-
BBIIIEHHOTO PHMCKa B MEPUOI JICYCHUST OHKOJOTMUECKMX
6o0spHBIX. OHA MOXKET TIPUBECTH K TTOCICOTEPALIMIOHHBIM
OCJIOKHEHMSIM U IPYTUM HeXXeJIaTeJIbHBIM pe3ysbraTaM,
KOTOpHBIE, B CBOIO O4Yepelb, MPUBOMIT K YIOPOXKAHUIO
JICYEHUS, T. €. K OTpHMIIATeIbHOMY (DapMaKO3KOHOMM-
yeckomy addexTy. [oBopsl MpoCcTbIMU CIIOBAaMH, OCJIa-
OJIeHHBIC, TTOTEPSIBIIIME B BeCe MAIIMEHTHI YaCTO MPOCTO
HE MOIYT IEPEHECTH OYEHb «KECTKHI» KypC Teparuu,
Yy HUX Pa3BUBAIOTCSI CePbe3HbIC OCIIOXHEHUsI, HalIpuMep
CTOMATHUTHI, MYKO3UTHI, SHTEPUTHI Ha (hOHE JTYIEBOU WIIN
XUMMOTEPAIT, HEIOCTATOYHOCTD IITBOB aHACTOMO3a TI0-
clie XMPYPTUUYECKOrOo BMeEIaTesIbCTBa, MH(MEKIIMOHHBIC
OCJIOXHEHMST (TTHEBMOHUS, YPOUH(MEKIINS, CHUHYCUTHI
U 1p.), MPOUCXOOUT paHHee (GOpPMUPOBAHME CHHIPOMA
IMOJTMOPTaHHOM HEMOCTATOIHOCTH.

BozHukaroriye B pe3ysibraTe HyTPUTUBHOM HEIOCTa-
TOYHOCTH OCJIOXHEHMS TIPUBOISIT K JUIMTEIBHOMY U J10-
porocTosiieMy npedbIBaHUIO TallMeHTa Ha OOJIbHUYHOMN
Kolike. CylecTBeHHBIN pOCT MEAMKAMEHTO3HOI Harpy3-
KU Ha TMaleHTa, yBeJINUYeHNE UIMTSIIbHOCTU €ro MpeObl-
BaHUSI, OCOOCHHO B peaHMMAIIMOHHOM OTIEJICHUU, Pe3-
KO YBEJIMYMBAIOT 3aTpaThl Ha JieueHne 0oiabHOro. Kpome
TOTO, OCJIOXHEHMS YXYAIIAIOT IIPOrHO3 1 MCXOM 3a00Je-
BaHMUSI.

Hepenko mipuxonntest mpephiBaTh KypC JICUCHUS JIM00
BOBCE OT HETO OTKAa3bIBaThCS TOJIBKO JIMIIB ITOTOMY, YTO
OOJTLHOI MCTOIIEH W He MOXET MEePeHECTH arpecCUBHOE
¥ BMECTE C TeM a0COJTIOTHO HEOOXOIMMOE BMEIIIATE/IBCTBO.

— B kakux cayuasx xumuomepanuu u xupypeuueckozo
emeuamenscmea HedoCMamo4Ho 015 6b1300p06ACHUA U 045
Ihpexmuenozo aewenus HeobXoduma maxiyice Hympumue-
Has noddepxycka?

— Jlrobas 6oe3Hb, a TakXKe JIeUeHWe — 3TO CTpecc
I opraHuaMa. Jlaxe mpueM OObIYHBIX AaHTMOMOTUKOB
He TIpoxonuT 6ecciieaHo. Korma ke Mbl TOBOPUM O JIeue-
HUH TTAIIIEHTA ¢ OHKOJIOTHMICCKIM 3a00JIeBaHIEM, CTPECC
YCHJIMBAeTCs] MHOTOKPATHO M3-3a arpeCCUBHOTO MOBEIC-
HUSI OITyXOJIM ¥ TOKCUIHOTO BO3ICHCTBUS TePAITH.

— Kaxkosa xnce poav Hympumuenoii noddepycku 6 peuie-
Huu 21a6HOU 3a0auu — noevluenus gexmusnocmu aeue-
HUs OHKOA02UMeCKUX 00abHbIX ?

— BonbHolt qomkeH 6bITh HakopMileH. M1 He mpocTo
HakopmiieH. OH IOJDKeH IIOJYYUTH BCe HEOOXOIMMEIC
MaKpo- 1 MUKPOHYTPHUEHTHI B COAJTAHCUPOBAHHOM BUIIC.
Ha emie Bce 3TU HYTPUEHTHI ITOJDKHEI JICTKO YCBanWBaTh-
cd, Jaxe MPH BBIpAaXKCHHBIX HAPYIICHUSIX MUIIECBapeHUS.
HeMmanoBaxkHO M TO, YTO IMAIIMEHTHI ¢ OHKOJIOTMICCKU-
MU 3a00JIeBaHUSIMH, KaK IIPaBUJIO, CTPAIaroT MHBEPCUEH
(M3MeHeHneM) BKyca U HE MOTYT CheCTh OOJIBbIION 00beM
nuiy. UMeHHO Mo3TOMY TaKUM OOJbHBIM HEOOXOAMMO
CHCINAIN3NPOBAHHOE SHTEpabHOE MHUTaHWE, KOTOPOE
JIETKO yCBaWBaeTCsI, MMEET CIICHHAIbHO ITOO00paHHBIC
BKYCBI ¥ COIEP3KUT BCe HEOOXOIMMEBIC HYTPMEHTHI U 9HEP-
M0 B MaJioM o0beMe. BbiOop TOro i MHOTO MpoayKTa
CTICINATM3NPOBAHHOTO TINTAHUS I METOA €TO BBCICHUS
OMpeNesieTcss KOHKPETHOW KIIMHWYECKOW CUTyalluen.
OmHaKO MOXXHO C YBEPEHHOCTBIO CKa3aTh, YTO TAKHE IPO-
nykTel, Kak Hyrpunpuak Kommnakr [MporenH, @optukep,
MpeaHa3HaYeHHBIC IS TIEPOPaTbHOTO IIprUeMa, Wi Bee-
BO3MOXHBIC HyTpHM30HBI, CIleiMaabHO pa3paboTaHHEIC
IUIST BBEICHUS Yepe3 30HII, MOTYT OBITh MPOAYKTaMU TIep-
BOTO BBIOOpA UIS TTAIIMEHTAa ¢ OHKOJIOTMISCKUM 3a00J1e-
BaHMEM Ha BCeX ATarax IIOATOTOBKH K JICUCHHIO, BO BPeMsI
JICYCHMST M TIOCJIe HEeTO, a TaKKe B TEUCHHUE JUTUTCIIHHOTO
TeprOoIa BOCCTAHOBJICHUS W peaOMITATALINH.

IIpaBriIbHO MMOHOOpaHHAS W BOBpEeMs Ha3HAYeHHAS
HYTpUTUBHas (IMUTaTeIbHASA) MOAIEPKKa ITOMOTAeT MU-
HUMM3UPOBATh OCIIOXKHEHUS, COKPATUTH IIPOIOJIKATEITb-
HOCTh PeadMINTAIIMOHHOTO IMePUOIa, YMEHBIINTH PACXO0-
IIBI Ha JICYUCHNE W TIOBBICUTH KA4eCTBO JKM3HM MMalleHTA.

K coxanenmio, 00JbHBIE HE BCETHA IMOIYJAIOT aicK-
BaTHYIO HYTPUTHUBHYIO ITOMICPXKKY, OCOOCHHO B YCIOBU-
SIX aMOyJIaTOPHOTO JICUeHHUSI, ITIPUA ITOATOTOBKE K Tepa-
MUY WA BO BpeMs PeadMINTAIIMOHHOTO MeproIa Iocie
XUPYPTHUECKOTO BMEIIATEILCTBA, JIYICBOM M XUMHOTE-
pamnun.




Cretnana PadasneBna
Bapdonomeena

Jloxmop meduyunckux nayx,
npogheccop

3amecmumenw oupexmopa
Hucmumyma onkoaoz2uu,
paduoaozuu u s10eproil
meduuunovt DIBY «HHIII]
JTOH um. /[mumpus
Poecavesa» Munzopasa
Poccuu (Mockesa)
HUcnoanumeavnoiii oupexmop
HoJIro

Kupuan UropeBuu
Kupruzos

Kanouoam
MeOUUUHCKUX HAYK

3aesedyrowguii omoeaom
HAY4HbIX UCCAe008anuil

U KAUHUMECKUX MeXHOA02Ull
DIBY «HHIII] JITOH

um. Jimumpus Poecaueea»
Mun3zdpasa Poccuu (Mockea)
Omeemcmeennblil cekpemaps
HoJqro

—  DOumepaavnoe numanue HeobOX00umo u demsam,
u e3pocavim?

— DHTepalbHasI MoaIepKKa BaskHa KaK TSI B3POCIIBIX
MMAIlMeHTOB, TaK U IS TS, IpUIeM HE TOIBKO IIPH Jie-
YEeHUM OHKOJIOTUYECKUX 3a00JeBaHUII U IOCIeaylolei
peadwIMTali, HO U B KOHTEKCTE TSDKEJIbIX TeMaTOJIOTH -
YECKHUX HEMYTOB, UMMYHOAEC(HUIIMTOB U IOCIE MAaCCUBHBIX
onepaTUBHBIX BMeIIaTeIbCTB. Pecypchl 11000ro opraHus-
Ma B YCJIOBUSX, HAIIPUMEP, OITyXOJEBOM MHTOKCHKAIIUHN
WM WHTEHCUBHOW Tepanuu akKTUBHO McromiatoTcs. Ho
ec/ii Hallel 3amavyeid 1Tl B3POCbIX MAllMEHTOB SIBISIET-
Csl BOCIIOJIHEHUE UX TMOTEPhb, TO IS IeTell Mbl 00sI3aHbI
JlyMaTh O pa3BUTHUH, Bellb PEOCHOK — 3TO HE «MaJIeHbKUI
B3POCIIBIif», a PACTYIINIA OPraHU3M, KOTOPOMY TpeOyeTcs
IJIACTUYECKUI MaTepuall Wit (PU3MIecKoro M yMCTBEH-
Horo pa3Butusi. Kto kak He meauaTtp 3HaeT 310! Haia
11€JIb — COBMECTHBIMU YCUJIMSIMU MOIYJISIPU3UPOBATH 3TOT
BOIPOC U CleJlaTh Ha3HAYEHUE SHTEPaTbHOM MOIIEPXKKU
YeM-TO TaKMM XK€ €CTeCTBEHHBIM, KaK Ipo]uIaKTuKa
MMHEBMOIMCTHOW MMTHEBMOHWHU Y HAIITUX OOJIbHBIX.

Ceronust B Poccuiickoit @enepalini Mbl BUIMM He-
JIOOLIEHKY BaXXHOCTU SHTEPAJbHON TMOMAEPXKKU KaK
Y B3pPOCJIbIX, TaK U Y I€Te, YTO TpeOyeT BHUMAHMS U KOH-
TPOJg CO CTOPOHBI TPO(PECCMOHATLHOTO COOOIIECTBA.

Kaxapiit Bo3pact uMeeT CBOUM 0COOEHHOCTU (PYHKIIUOHU -
pOBaHMSI OpraHM3Ma M OTBeTa Ha 3a00JieBaHKE U MPOBO-
JUMOE JIeYeHNE, TO3TOMY Bpady HeoOXOIUMO Moa0UpaTh
YMECTHBIH TSI KaXKI0T0 U3 BO3PACTOB MPOAYKT U CIIOCO0
BBeaeHUs. Oco00 HEOOXOMWMO YIIOMSIHYTh, UTO W IS
B3POCIIBIX, U T IeTeH MPY HEeOOXOIUMOCTH CITpaBe I -
BO MCITOJIb30BaHME JOMONHUTEIBHBIX MPUCIIOCOOICHUI
IUIS1 BBEIGHUS MIpenapaToB SHTEPaIbHOIO MUTAaHUS (30H-
JIbI, TACTPOCTOMBI).

HeobxonumMo oTMeTuTh, YTO B MOCJIEAHEE BpeMsl CHU-
Tyaldsl MEHSIeTCS K JIyJIIeMy, U BCe Jallle MBI TOBOPHM
HE TOJIbKO O HallleM XKeJJaHUU 00eCIeunTh OOJILHOTO T10-
TOOHBIM ITUTAHWEM, HO ¥ TOM, YTO MMEIOTCS PECYPCHI JUTST
OCYILECTBIICHUSI HaIlIUX XKedaHuil. OJHaKo He Bceraa U He
Be3Ie.

— loeopsim, 3a pybexcom aeueOHbIM numanuem obe-
cnevugarom He moavko 6 ae4eOHO-npopuiaKkmu1ecKux y4-
pedxcoeHusx, Ho u Ha 0omy. Imo npaeoa? Ilranupyemces 3mo
6 Poccuu? Koeda? Ymo 0as 3moeo neobxooumo?

— ToBopst 00 ombITe 3apyOeXKHBIX CTPaH, HEOOXOAUMO
00513aTeIbHO YYNUTHIBATh PA3IMIHBIC TTOAXOIBI K OpTaHU-
3alMU MEOUIIMHCKOM MOMOIIN 1 (hMHAHCUPOBAHUIO Jie-
YeHUs, [TO3TOMY IIPSIMOE CPaBHEHIE TTPOBOIUTEL HEBEPHO.
OngHako Ha MHOTUX 9Tafax, Koria MaluueHT HaXOmUTCS
JoMa ¥ (popMaJIbHO «BBITTMCAaH», OH 00s13aTeIbHO JOJIKEH
MOJTy4aTh HE TOJIBKO ITPeIapaThl IS JIeUeHUSI OCHOBHOTO
3a00JIeBaHNSI, HO M KAaUeCTBEHHYIO COIIPOBOIUTEIHLHYIO
Teparmio, Kyaa BXOIIT He TOJBKO, HallpuMep, IIPOTHUBO-
TpUOKOBBIE TIpENapaThl, HO M SHTepaJTbHOE ITUTaHUE.

Bompoc Toro, xak 00JbHOI 0OOecneYnBaeTCsl SHTE-
paJbHBIM MMUTAaHWEM, 3aBUCHUT OT CTpPaHBbI, I1e MPOXKMBa-
eT yeloBeK. Hampumep, B HEKOTOPBIX CTpaHAX er0 MOXK-
HO KYITMTh HE TOJIBKO B allTeKaX, HO U B CyllepMapKeTax.
B npyrux cTpanax mpenapar IS 9HTEPaTbHOM MOIIEePK-
KU OyZIeT BbIIaH BMECTE C JIEKAPCTBEHHBIMU CPEACTBAMU
B anTeKe Wy MPU BBIMUCKE B CTallMOHApe.

CeromHs obecrneyeHre MAlIMEHTOB Ha aMOyJaTop-
HOM 3Tare JISXKUT Ha IUIeYaX PeTHMOHAIBHBIX OIOIKETOB
¥ TI03TOMY CTAaHOBUTCSI KpaliHe BasKHBIM CO3IaHUE pe-
TUOHAJIBHBIX MPOrpaMM TMOAAEPXKKU IMallMeHTOB Ha 06ase
peKoMeHIaIurii (enepaabHbIX LIEHTPOB M MPEXIe BCEro
COOOIIIECTB CIEIUATNCTOB, KOTOPBIE CETOMHS SIBIISIIOTCS
eIMHCTBEHHBIMHA OPTaHU3AIUSIMHU, KOTOPHIC COIJIACHO
3aKOHONATEJbCTBY HAaACJIeHbl IIPaBOM IIOATOTaBIMBATh
TakKe peKOMeHIaluu. B cBs3U ¢ 3TUM KpaiitHe BaXKHbIMU
CTaHOBSITCSl BCTPEUM B PETMOHAX CTPaHbl B paMKax ITporpam-
MbI «JlaJTbHE PETMOHBI» JIJIsT BBIPAOOTKYM MOAOOHBIX TIIAHOB.

Takum oOpa3oM, YTOOBI SHTEPATLHOE MMUTAHUE CTAJIO
HEOTheMJIEMO JacThio JieueHUs B Poccuiickoit demepa-
1LIMU, HEOOXOAMMO, YTOOBI 3a/Jauya €ro BHEApPEeHHUs cTajia
3a00TOl BCeX M Kaxaoro (Bpaya, poauTesieil MaiueHTa,
TICUXO0JI0Ta U Jaxke roBapa B OOJIbHUIIE).
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CoBpemeHHble OpraHu3ayuoHHbIe acnekmbl AemcKoll OHKonoruu
(no mamepuanam BcemupHoro npomuBopaKkoBOro KoHrpecca)

HOAro

K.A. Kupruzos, I M. Mydraxosa, I.1. Cepuxk, C.P. Bapdoaomeena
Peecuonanvras obuecmeennas opearnusauus « Hayuonansroe o0uecmeo 0emekux 2eMamono208 u OHK0A0206»;
Poccus, 117997, Mockea, yr. Camopsr Mawena, 1

Konmaxmmuuie dannvie: Kupuan Heopesuu Kupeusos info@nodgo.org

31 okmsabps — 3 nosbps 2016 e. ¢ Tlapuice cocmosincs BeemupHbiii npomueopaxoswiil KoHepecc, Komopblil 0bia opeanuzoean Mexcdyna-
Dpoonoii aueoil no 6opwvoe ¢ pakom (Union for International Cancer Control — UICC). Bonpocui aeuenus: demeii ¢ oHKoA02UMeCKUMU 3a00-
neganusmu oocyycoanuce Ha Konepecce 2 Hosa6ps. B cmambe npedcmagnenvt OanHbie HO Pe3yabmamam pabomvl ceccull, 0peanu308aHHOL
cexpemapuamom Mescoynapoodnoeo obwecmea demckoui onxoaoeuu (International Society of Paediatric Oncology — SIOP). B pamikax
Oannoll ceccuu 06CyncAanucs 0npocsl O0CMYNHOCU NOMOUU OeMAM ¢ OHKOA02UYeCKUMU 3a001e6AHUSMU 8 PA3HbIX YACMAX C6ema ¢ aK-
UEHMOM Ha pa38UEAlouUecs CMpaHbsl, NOOHUMAAUC, MeMbl npag pebenKa, 3a001eauie20 paKom, 60NPocsl hapMaKoIKOHOMUKYU 6 0eMCKOl
onkonoeuu u pabomsl Komumema passeusarowuxcs cmpau SIOP.

Karoueenie caosa: demu, 0emcKas OHK0AORUSL, OP2AHUZAUUSL NOMOUWU, ONMUMUZAUUSL, 83AUMOOCLICMEUe

Modern organizational aspects of pediatric oncology
(prepared according to World Cancer Congress)

K.I. Kirgizov, G.M. Muftakhova, G.1I. Serik, S.R. Varfolomeeva
National Society of Pediatric Hematologists and Oncologists; 1 Samory Mashela St., Moscow, 117997, Russia

World cancer congress was held in Paris October 31 — November 3 2016 and organized by the Union for International Cancer Control
(UICC). Questions of treatment of children with cancer were discussed at November 2. This article presents data on results of work of the
session organized by the secretariat of the International Society of Paediatric Oncology (SIOP). The following questions were discussed during
this session: accessibility of help for children with cancer in different parts of the World with an accent on developing countries, advocacy for
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children affected by cancer, pharmacoeconomics in pediatric oncology and work of SIOP PODC.

Key words: children, pediatric oncology, aid organization, optimization, interaction

B nepBoM coobiieHnu ceccuu «HeodxoauMocTh Mex-
NYHAPOAHOM U HALIMOHAJILHOM CTPATErMU KOHTPOJIS paka
JUISL IGTE 1 B3POCIIbIX» TeHEpaJlbHbII ceKpeTapb Mexy-
HapOIHOTO o0IIecTBa neTcKoit oHkonorum (International
Society of Paediatric Oncology, SIOP) ITon Pomxkepc
(KaHana) pacckazan 0 HEOOXOAMMBIX 1Iarax Mo yjayulile-
HUIO Pe3yJIBTaTOB JICYCHUs ACTEU C TeMaTOJOTUISCKUMU
1 OHKOJIOTMYECKUMU 3a00sIeBaHUSIMU BO BceM mupe. Ce-
TOJHSI BOIIPOC JETCKOrO paka OCTaeTcsl KpaliHe aKTyallb-
HBIM, Belb B MUpe, IO JaHHBIM BcemMupHoOro areHTCcTBa
10 U3YUYEHUIO paKa, exXKeroaHo 3aboseBaeT oosee 215 ThiC.
nereit, a ymupaet — 6onee 80 Toic. [Ipuuem eciiu B pa3Bu-
TBIX CTpaHax yaaercs usjieuuth 0osiee 80 % MalmeHTOoB,
TO B CTpaHaX ¢ OrpaHUYEHHBIMU pecypcamu Kak pa3 80 %
JIeTeil yMUPAIOT, HE TIOJTyYMB aIeKBATHOI TTOMOIIIN.

Takum o6pazom, nensimu SIOP B opraHusanuu noMo-
U JETSIM B MUPE SIBJISIETCST HE TOJIBKO pa3paboTKa U MO -
IleprKKa MEXIYHAPOIHBIX M HALIMOHAJIBLHBIX CTPaTeTHIA 11O
0opbbe ¢ pakoM, HO M HajlakMBaHUE MPEEMCTBEHHOCTU
MeXJy JETCKOI M B3pOCJOi Cly>xk0aMU OoKa3aHMsI OHKO-
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Jnornyeckoit momoiu. SIOP nmpoBoauT 3ty paboTy uepes
3aIIATY MHTEPECOB MALIMEHTOB U CIICIIMAINCTOB, padboTa-
FOIIUX B 00JIACTH IETCKOM OHKOJIOTMH, W TTOMICPXKKH MC-
cJIeOBaHMA 110 OOpbOE C paKoM.

B cBoem coobmenun mpodeccop Pomkepc ompeze-
JIEHHOE BHUMAaHUE YW BO3MOXKHOCTSIM MPOMUIAKTH -
KU JETCKOTO paka 1 MpeJCTaBWII JaHHBIE O POJIA TEHETH -
KU Y 3MUTEHETUKU B IETCKOW OHKOJIOTUM, W CBSI3AaHHOM
C 3TUM POJIM MUTAHUSI MaTepy BO BpeMsl OEPEeMEHHOCTH.
B cBoem noxnane I1. Pomkepc npuBes JaHHbIE O TOM, YTO
ynoTpebeHue OBOLIEi U (PPYKTOB, BUTAMUHOB U (oJa-
TOB BO BpeMsl OEpeMEHHOCTU CHIKAET PUCK Pa3BUTHUS
paka y geteit. KpoMe Toro, ObLIM MpeacTaBIeHBI JaHHBIC
0 HeOOXOMMMOCTH Havayia IpoMIaKTUKA paka M Bele-
HUSI 3I0pOBOTrO 00pa3a KM3HU ellle B JeTCKOM BO3pacTe,
TMOCKOJIBKY BO B3POCJIOM BO3pacTe 3TO MOXET CHU3UTH
PUCK pa3BUTHSI OHKOJIOTMUECKUX 3a00JIeBaHMIA.

DTH MeXaHM3MBbI CBSI3aHBI CO 3HAHUEM O PA3BUTUM
Pa3JIMYHBIX BUIOB JETCKOTO paKa B 3aBUCUMOCTH OT BO3-
pacra: 1151 IeTell paHHero Bo3pacTa XapakKTepHbl SMOpHU-



JETCKOU

HOAro

OHAJILHBIE OTTYXOJIW, JUISI IETEi — OTyXOJU IeHTPaTbHOMN
HepBHoU cuctembl (LIHC), octpelii smmdobaacTHbII
seiiko3 (OJIJT) m HexomxkkuHckue aumbombl (HXIT).
IMpu 3TOM [UIST MOJIOABIX B3POCIBIX TUMTMYHBI OITyXOJIU
COCMMHUTENIbHOW TKaHW, MeJaHOMa, pak IIUTOBUIHOMN
xene3bl U uM@ombl XomkkrHa. s Joneil B 3pesiom
BO3pAaCTe TUITMYHBI KAPIIMHOMBI PA3JIMUHBIX CUCTEM (JIeT-
KUe, XeIyIoYHO-KUIIIEYHBI TpakT u ap.). Kpome Toro,
B JIOKJIa/ie ObUT TIOMHSIT BOIIPOC HEKOTOPBIX Pa3INyuii B
3a00JIeBaeMOCTH JieTelt B Bo3pacte a0 18 jer, Korma ma-
ueHThl 10 14 net B 50 % ciydaeB cTpagaroT OMyXOJIsiMU
LIHC u neiiko3amu, a B Bozpacte 15—18 et — numdpomamu
Y TepPMUHOT€HHO-KJIETOUHBIMU omyxosisiMu HapaBHe ¢ OJIJI.

Jpyrum BaxkKHBIM acIeKTOM JOCTUKEHUS ycriexa, KO-
TOPBII ObUT OTMeUeH npodeccopoM PomxepcoM, SBUTOCH
MPUMEHEHNEe TPOTOKOJIOB TEpaliiy M JieUeHWE TallueH-
TOB B CIIEIIUATN3UPOBAHHBIX 1IIEHTPAX U/WJIN OTIETCHUSIX.
by nnpuBenensl naHHubie (C.M. Mépdu u coasr., 1995),
KOT/Ia JIEYEHHE IO TPOTOKOJY B CIEHUATN3UPOBAHHOM
otaeneHuu naBajo 80 % ycrexa, a B HeCIeMaau3upoBaH-
HOM OTAEJEHUU U He 10 IpOoToKoIy — Beero 19 %. Kpome
TOTO, TTpoheccop OTMETMII BaXKHOCTb COOJTIOACHUS TIPO-
TOKOJIa U COTPOBOJMTENILHOM Tepanuu, BeAb Ojaromapsi
9TUM acrekTam 3a nocieaaue 30—40 et yaanaoch yiayd-
LIUTh BbIKMBaeMocThb, Haripumep nereit ¢ OJIJI, ¢ 30—40
10 80—90 % (C. Xanrep u coasr., 2015).

Bo Bropoii uyactu coobieHust npodeccop Pomkepc
OTMETUJI BBICOKYIO BaKHOCTb padoThl Komutera pas3Bu-
Batoruxcs crpad SIOP (PODC), koTopblii CTaBUT CBO-
el TIeNbI0 NTOCTIDKEHUWE CXOXMX Pe3y/IbraToB Teparuu
y JIeTeii B CTpaHaxX Kak ¢ BHICOKUM YPOBHEM JIOXOMa, TaK U CO
CpemHUM 1 HU3KUM. [TprMepoM MOXET CITy>KUTb CUTyaIlust
¢ OJIJI, xoraa B pa3BUTBIX CTpaHAX BBLKUBAEMOCTh JOCTUTA-
et 90 %, a B pa3BuBarolmxcst — b 20 %, U 3TOT pyoexk
MOXHO TIPEOOJIETh, TIPEXJIE BCETO, OPraHN3alMOHHBIMU
mepamu. B cBsa3u ¢ atum B PODC BXOAUT HECKOJBKO KO-
MUTETOB, B YacTHOCTH 110 JeuyeHuto OJIJI, conpoBoauTeb-
HOW Tepanvu, HYyTPUTUBHOWU MOMIEPXKKE, MATTAATUBHON
nomo1u u ap. OgHoi u3 raBHbIX 3aga4 PODC sBnsieTcs
ajianraiys MpPOTOKOJIOB JIEUEHUS] OHKOJIOTMYECKUX 3a00-
JIEBAaHUIA B CBSI3U C OTPAHUYCHHOCTHIO PECYPCOB, JIOKAITb-
HBIX 1 KYJIBTypaJIbHBIX 0COOEHHOCTE ! perroHa aanTalyu.

TakuM 00pa3oM, OCHOBHBIMM HAIpPaBICHUSIMU pa3-
BuTud, o naHHbiM SIOP PODC, ciyxat: npodunaktu-
Ka paka, u3y4eHue 3MUIECMUOJIOTUN U OUOJIOTUM OTTyXO-
JIel, HOBBIE TIOJIXOIbI K TePaIrtu ¥ COMPOBOIUTEIBHOMY
JICYCHUI0, CHIKEHWE TOKCUYHOCTU, YIydlleHUe TIajl-
JIMATUBHOW TIOMOIIM M paboTa IO TICUXOJIOTMYECKOMY
COTIPOBOXJICHUIO, a TaKXe KyMUPOBaHUE OTHAJICHHBIX
MOCJeACTBUN JiedeHUs1 paka. Jlajgee ObLIM TpUBEAEHBI
HECKOJIBKO YCIEIIHbIX puMepoB padotsl PODC — npo-
€KT TT0 HYyTPUTUBHOM TTOIfIepkKKe (COBMECTHOE 3aceIaHue
¢ PODC cocrosutocs Ha Konrpecce SIOP Asia — 2016,
cM. P2KJITnO Ne 332 2016 1) 1 JIe4eHUIO OTTyX0 11 BuiibM-
ca B Adpuke.

TEMATOJIOTMM u OHKOJIOT MU

B zaBepmieHue noknaaa npodgeccop Pomxkepc mpen-
CTaBUJI aJITOPUTM IIarOB MO pa3pabOTKe HAIMOHATBHO-
TO TI1aHa OOPHOBI C PAaKOM B CTpaHaX ¢ HU3KUM YPOBHEM
JIOXOMa: OpTaHW3allMsl ITMJIOTHOTO IIPOEKTa, OTKPHITHE
OTHEJICHUS IeTCKOM OHKOJOTWH, OpTaHW3allMs IeHTpa
TEepeaoBOTO ONBITa, OTKPHITHE IIEHTPOB-CATCIUINTOB,
permoHajabHas 1 3aTeM HallMOHaIbHasI IIporpamMMa.

Takum o6pazom, Il. Pomxepc chmenan BBIBOI, UTO
JieueHue JOJDKHO OBITh aAalTUPOBAHO TIOJ PECYPCHI CTpa-
HBI, T JOCTVKCHMSI ycIieXa TpeOYyIoTCs ITOATOTOBKA
W HaJaXWBaHWE B3aMMONCHCTBUSI, ydacTue Bcemup-
HOU opraHu3auuu 3apaBooxpaHeHus (BO3) B peineHun
MPOOJIEMBI IETCKOTO paka W JJIsl peaanu3aliuy 3TUX 3am1ad
HEOO0XOIMMO MEXIyHAPOTHOE B3aUMOJICICTBHE.

BropbIM BBICTYILIEHHEM ceccun ObuT aokian [adpu-
anb Kanamunyce (Iepmanust) «HeobxonnMocTh Tiio0aib-
HOM TIOANEpKKU AeTell W B3POCIBIX, OOJBHEIX PaKOM».
ITpodeccop KamamuHyc B HacTosiee BpeMmsl SIBISIETCS
PYKOBOAUTEJIEM TJIO0AIBHON TIPOTPaMMBI ITOMICPXKKH
M 3alIMThI TIpaB neTeit, ctpaaatoiux pakom, SIOP. B Ha-
yajie CBOETo J0KJana mpodeccop oTMETHIa, YTO HECMO-
TPSI Ha TO, YTO BCe OOJIbINE AETEN BHI3OPABINBAIOT B T10-
cJieHUe TO/IBl M TAaKOTO TIporpecca ellle He ObIIo 3a BCIO
MHPOBYIO MCTOPHIO, TIO-TIPEXKHEMY OUYEBMIHA IPOOJIE-
Ma JOCTYITHOCTH ITOMOIIU B CTpaHaX C OrpaHMYCHHBIMU
pecypcamu. Tak, oxupaercs, 4yTto B Onwxaitmme 10
JIET YWCIIO JIeTel, CTpajalolnX pPaKOM, YBEJIUUUTCS
B 3THX cTpaHax Ha 30 %. Takke ObLIO TTOKA3aHO, YTO eXKe-
nHeBHO 10 500 mereit B MUpe yMUpPAIOT OT paka U 00Jb-
IIMHCTBO M3 HUX B CTPaHaX ¢ OTPaHMYCHHBIMM pecypca-
mu. C Ipyroil CTOpoHBI, OJarogapsi COBMECTHOU pabdoTe
¢ BO3 Bce 6ogblie AeTeil B pa3BUBAOIIMXCS CTPAHAX BbI3-
JIOPaBIMBAIOT OT MH(EKIITMOHHBIX 3a00JIeBaHNIA, U CKOPO
TIETCKUIA paK BBIMAET Ha 2-€ MECTO CpeAy IIPUINH CMEPTH,
KaK ¥ B pa3BHUTHIX CTpaHaX, UTO JeJIaeT JaHHBIA BOIIPOC
KpaliHe aKTyaJlbHBIM.

OmHako, YYWTHIBAS —HaIlpaBIEHHOCTh BceMmpHO-
TO TIPOTMBOPAKOBOTO KOHTpecca Ha OpraHM3allMOHHBIC
1 OKOHOMUWUECKHWE acIeKThI, Tpodeccop Karamunyc mom-
YepKHyJia, YTO M3JIeYeHUe peOeHKa OT OHKOJIOTUYECKOTO
3a00j1eBaHMs 1acT eMy 60—65 JIeT XXK1U3HU, 32 KOTOPYIO OH,
HECOMHEHHO, TIPMHECET 3KOHOMMUYCCKYIO BBITONY MUDY.
Kpome Toro, XOTst YMCII0 cTy4daeB JETCKOTO paka v MEHBbIIIE,
YeM OHKOJIOTMYECKUX 3a00JIeBaHWIT y B3POCIBIX, UMEHHO
JICTH TIPY BBI3IOPOBICHUN OYIyT S5KOHOMWYECKN W COLIM-
aJIbHO aKTUMBHBI ropasio OoJibliee Yuciio Jet. Bee ato 6po-
caeT HOBBII BbI30B OOIIIECTBEHHOMY 3/IPAaBOOXPAHEHUIO.

B noknane ObLJIO OTMEUEHO, YTO B HACTOSIIIEE BpeMs
JIETCKMEe OHKOJIOTMYecKre 3a00JieBaHUs HOJIKHBI ObITh
BKJIIOUCHHI B COOTBETCTBYIOIIME ITPOMIIAKTHICCKIE
nporpammbl BO3 1o nerckomy 3nopoBblo. Kpome Toro,
3aKOHOJATELHO JIOJKHO OBITh 3aKPETIeHO, UTO JIETH BO
BpeMsI JICUCHUS TTOIBEPKEHBI Pa3IMIHBIM PUCKaM U Oy-
YT TpeOOBaTh HE TOJILKO COTIPOBOIUTEIHLHOM, HO U TICU-
XOJIOTUYECKOW, Y COMAJTBHOM TTOIIEPXKKH.
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Hanee npodeccop KanamuHyc BepHyIach K JaHHBIM
0 «IOpa3UTEeIbHOM HEPaBEHCTBE», KOTJAa B Pa3BUTHIX
crpaHax 10 80—90 % nereil BbI3IOPABIMUBAIOT, @ B Pa3BU-
paromuxcst — 70—90 % ymupalor, u eiie pa3 IIOBTOPHIIA
TE3UC, K KOTOPOMY MBI CETOIHSI CTpeMHuMcs, uTo «Bce
JIETU U TIOIPOCTKY JOJIKHBI UMETh PaBHbBIE IIIAHCHI HA BBI-
3IOPOBJICHUE».

ITo nanubiM SIOP, K Takolt cuTyauuu MpUBOAST Clie-
JTYIOIIIe TIPUINHBI:

* 3a4acTyi0 JIETCKOW OHKOJIOTUU TIPUXOIUTCS KOH-
KYpPUPOBAaTh CO MHOXECTBOM JIPYIUX cdep, Kyla yXOIUT
rHaHCUpOBaHUE;

* Kak TpaBuWIo, IeTH, CTPAJAIOIINe PaKOM, HE BCeraa
COIMAJILHO 3aIIUIIEHBI U HE 3HAIOT O CBOUX TTpaBax;

* CTpaHBbI 00JIaJIaI0T MAJIBIM 3aTIaCOM Pa3TUIHBIX pe-
CYPCOB U TIJIOXO Pa3BUTOM CUCTEMOM 31PaBOOXPaHEHMUS;

* 3aTpyIHEeHa TMarHOCTUKA;

* CJIOKMIIOCH OTCYTCTBUE TIOHUMAHUSI TOTO, YTO HEOOXO-
JIUMO JUTSI JISYEHUsI IETCKOTO paka, a Takke Toro (hakrta, YTo
9TO JIeYeHUE SIBIISIETCST «HaN0O0JIee BBITOIHBIM BIIOKEHUEM»
C TOYKHY 3pEHUST MHBECTUIINI 1 TOCTVDKUMBIX PE3YJIETAaTOB.

Takum o6pazom, ¢ Touku 3peHust SIOP Hanbosee 3Ha-
YUMBIMU TIaTaMU HA HAIIMOHAJIBLHOM YPOBHE IS YIIyd-
IIEHUS KaYeCTBA ITOMOIIIY SIBJISTIOTCSI:

* TIOBBIIIIEHNE YPOBHS OCBEIOMJIEHHOCTH HACEICHUS,;

* paHHSS AMATHOCTHKA B pAMKaX CUCTEMBI 3[PaBOOX-
paHeHWUS;

* yIydllleHWe KOHKPETHBIX TUarHOCTUYECKUX pasie-
JIOB paboThI;

* JIOCTYTI K HEOOXOIMMBIM JIEKAPCTBEHHBIM TTpeTIapaTam;

* COKpallleHUe CJTy4aeB 0TKa3a OT Tepariu;

* a(pdexTUBHAS COMIPOBOAUTETHLHAS TEPATTHST;

* TIOBBIIICHUE BOBJIEYCHHOCTU OOIIIECTBA B BOTIPOCHI
TIOMOIITH JETSIM C OHKOJIOTMYECKUMHU 3200JIEBAaHUSIMMU.

Jts peanuzanuu 9tux Heneit BO3 u SIOP ob6bennHm-
JIUCH CETOJHSI JIUISl TIOAATOTOBKY KOHKPETHBIX MHUIIMATUB.
ITo manHoli mporpamMe B Hanbosiee MPOOIEMHBIX PETHUO-
Hax pean3yIoTcs TPOEKTHI TIOIEPKKH LIEHTPOB IETCKOM
OHKOJIOTUM W COOOIIECTB CIMENNATMCTOB MX Pa3BUBAIO-
mux. BO3 ObUT NPUHAT IUIaH CO CIEAYIONIMMU 3a1a4aMHu.

3anaya 1. [loBblllIeHWE OCBEIOMJIEHHOCTUA O paHHEH
JIMarHOCTHUKE JIETCKOTO paKa.

3angaua 2. Co3naHue U MOAJIepKKa YeJT0BEUECKUX pe-
CypCOB.

3agayva 3. YopoluleHue 10CTyna K BaXKHEUINM JieKap-
CTBEHHBIM TIperiapaTam 1 TEXHOJIOTUSIM.

B 3aBepmienue mnpodeccop KamamuHyc oTmeruia,
YTO HAa WU3MEHEHUS B CUTYaIlMM MOTYT TTOHaTO0OUTHCS
JECSITUICTUSI, HO COBMECTHBIMU YCWJIMSIMU MBI CMOXEM
3TOr0 1OOUTHCS.

B crnenytomem coobmienuu ceccun Mapuana Kprorep
u3 FOxHol Adpuku mokaszana 3TUIECKUE 0COOEHHOCTU
JIeYeHUsI IeTell ¥ TIOAPOCTKOB B CTPaHAX C OTPAHWICHHBI -
MU pecypcamu. Jlokian ObUT HauaT ¢ MPEAICTaBICHUS U3-
OpaHHBIX cTaTeli KoHBeHIIMM MO MpaBaM pedeHKa:
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Cratps 1. CobnoneHre UHTEPecOB peOeHKA SBISIETCS
TPeIMETOM OCHOBHBIX MHTEPECOB O0IIIeCTBA.

Cratbg 3. O6s3aHHOCTh OOecrneyrBaTh CyIleCTBOBA-
HUE YUIPEXKIEHU, CIyKO M OPTaHOB, OCYIIECTBIISIIONINX
HaJUTeXalIyio MEITUITMHCKYIO TTOMOTIIb IETSIM.

Cratbst 6. Kaxapiii pebeHOK MMeeT HeMPUKOCHOBEH-
HOE TIPaBO Ha XW3Hb; KaXIbIil peOCHOK UMEET TTpaBo Ha
MaKCUMaJIbHO BO3MOXKHOE 00ecTieueHe 3I0POBOTO pa3-
BUTHS M COXPAHEHMST XKU3HMU.

OpmHako B COBPEMEHHOM MUPE HEBO3MOXHO TOOUTh-
Csl paBEHCTBA M HE BceTla peOeHOK HAXOMUTCS B TaKWX
YCJIOBUSIX, UTOOBI TIOJYIUTh aIeKBATHYIO ITOMOIIb. Cero-
HSI, COTJIACHO TISITU PUHIIATIAM OKa3aHUsI TTIOMOIIIN JETSIM
(T. TTepcan, 2009), mpenmylilecTBO OTAAETCS AETIM paH-
HETOo BO3pacTa, HO 3a4acTyIO BCe MAIlMEeHTHl B BO3PACTE /10
18 et HykmaloTcs B OJMHAKOBOM 3alIuTe.

B cBsI3M ¢ 9TMM OuYeHb BaXXKHO TIPaBUJILHO pacIipe-
JIENISITh UMEIOIINeCsT Y Hac pecypchl, B OCHOBHOM Jie-
KapCTBeHHBIE TIperiaparhl, KOTOpPbIE CETOIHS YCIOBHO
pasnensioTcsl Ha KIIOYeBbIe TperapaThl U opdaHHbIE
JiekapcTBeHHbIe cpencTBa. CIMCOK MepBbIX ObLT yTBEP-
xneH BO3 eme B 1977 . v 111 HUX ObUTM BBIPAOOTAHBI
CIIe/IyIoNe XapaKTePUCTUKN: TIpeTiapaThl JOJKHBI CTa-
caTh XXW3HU U YJIY4IIaTh COCTOSTHUE 3M0POBbS; TOJIKHBI
OBITH MOCTYITHBIMU, TIPUEMJIEMBIMU TIO 1IeHE, obecrie-
YUBaTh XOpOIllee KayecTBO M HamjieXxallee MCIOJIb30-
BaHUE, a Takxke ObITh peHTaO0eabHbIMU. WM 1JIs1 MHOTHX
MpernapaToB BaXHa 3KOHOMUYECKass OOOCHOBAHHOCTH
npumeHeHus. K coxaieHn1o, ceroiHs B CTpaHax ¢ orpa-
HUYEHHBIMU PECYypCaMM CKJIAJbIBAETCS CUTYallUs, KOT-
Ja psiI BaKHEHWIIMX TperapaToB WM HEIOCTYIIeH WU,
HaTpuMep, JTOCTYIIEH TOJIBKO B paMKax 4acCTHOTO 31pa-
BooxpaHeHus. [lpu 3ToM mnoHsATHE 3(PGHEKTUBHOCTU
C 9KOHOMMYECKOW TOYKHU 3pEHMST KpaifHe pa3imvacTcs
B 3aBUCHUMOCTHU OT cTpaHbl. Hampumep, 3 beKTUBHBIMU
3aTpatamu B bpasunuu npusHaioTcs Tpatbl 400 nouiapoB
CIIIA B genb Ha nauuenTa ¢ OJIJI, a B ManaBu — 50 mo-
JapoB CIIIA B neHb Ha mauueHTa ¢ tumbomoit bepkurra.

Takum oOGpa3zoM, UIsT TOCTUKEHUS YCIIexa HEOOXOAM -
MBI CJIETYIOIINE TIIaTh:

* ucnoib3oBaHue KoOHBeHIIMU O TipaBax peOeHKa
B paMKax IPeI0CTaBICHUsI 00s13aTeTbHBIX YCIIYT CUCTEMbI
3[PaBOOXPAHECHUS,;

* obecrieueHue 0060cOONeHUST OIOMXKETa IS PEIKUX
3a00JIeBaHMIf C TApAaHTUPOBAHHBIM JIOCTYTIOM K pecypcam
JUTSI HEKOTOPBIX TTAIIMEHTOB M BOZMOXKHBIM JOCTYTIOM JIJIST
Bcex (W. Pinxten et al., 2011);

» obecrieueHue MmyoJuKalMy BceX JaHHBIX 10 3P dek-
TUBHOMY JIEYEHUIO, IaKe €CJTN COOP TaHHBIX OCYIIECTBIISI -
€TCS TOJTbKO 3a CUET ONMUCAHUN KIIMHUIECKUX CITyYaesn;

* TIoepXkKa 60pbOBI C peIKUMU 3a00JIeBAHUSIMU, Ta-
KMMMU KaK JeTCKUI paK, B YCJTIOBUSIX CYIIECTBYIOIIEH Tepa-
MUY — Hallla 3TUYecKask 00sSI3aHHOCTb.

B cBoem goxiage Cymut Iynra (KaHnapma) pacckaszan
0 BO3BMOXHOCTSIX ONTUMM3AIlMM TIOAXOAA K amarnTaiun
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TPUMEHEeHMsT 0a30BBbIX TIPETapaToB B CTpaHaX C OTpaHU-
YeHHBIMU pecypcamu. B Hacrosiiiiee BpeMsT TTPOBOIUTCS
JIATITH HECKOJIBKO MCCIIEI0OBAaHUI O BOBMOXKHOCTSIX YJTydllie-
HUSI TIOJIOKEHWST B 00JIACTY TIOMOIIIM TTAlIMEHTaM B CTpaHax
C OrpaHWYeHHBIMU pecypcamu. OmHO M3 UCCIeNOBaHUN
npoBoaAWIIock rpymniioii 3 Kanaapl. B HeM ObLIM BbIIEIEHBI
CJIEMYIONTNE OCHOBHBIE MEPHI TT0 YTYUIIICHUIO CUTYaIUK:

* 0opbba ¢ moTpedieHrueM TabauyHbIX U3IEJINIA;

* BaKIIMHAIMS MPOTUB BUpYyca rernarura B;

* CKPUHWHT W JIeYeHUE TPEapaKOBBIX TMOpPaKEHUI
IIEWKN MaTKH;

* BaKIMHAIMS ITPOTUB BUPYCa MANUJUIOMbI YeJIOBEKA;

* MUAarHOCTUKA W JIeYeHNE paKka MOJIOYHOM XKeJie3bl Ha
paHHEW CTaluu.

Kpome Toro, x atum mMepam cienyeT 100aBUTh HEOO-
XOIMUMOCTh TIPOPBIBHBIX TEXHOJIOTUI B 00JIACTH JICUSHUS
JIETCKUX OHKOJIOTMYECKUX 3a00JIeBaHUI 1 TTAJIJTMATUBHOMN
roMoniu. [1py 3TOM CTOMMOCTh 3TUX Mep 3HAYNMO pa3-
HUTCSI B 3aBUCMMOCTH OT YPOBHSI JOXO/Ia B CTpaHe, T. €.
B CTpaHaX ¢ HU3KMM YPOBHEM JTOXOJa 3aTpaThl Ha 1 4eno-
Beka B 3 pa3a MEHbIIIE, YeM B CTPAHAX C BBICOKMM YPOBHEM
noxona. [Tpu aTom most B O10mkeTe Ha OHKOJIOTUIECKUE
3a00/IeBaHNsI B CTpaHaX C OTPAHWYCHHBIMU pecypcamu
ropaszio BhIIIIe, YeM B CTPAHAX C BBICOKUM YPOBHEM JIOXO-
na (13 % nporus 3,2 %).

B 1eoM BOMpPOCOM 3KOHOMMWYECKU OIpaBIaHHBIX
TpaT cerogHs uHTepecyetcss BO3, koropast paspabora-
JIa TIOJIXOJ TI0O 9KOHOMUYECKN 000CHOBAaHHOMY JICUEHUTO
paka rpyau, HO TaKue TTOIX0Ibl HEOOXOIUMBI U B IETCKOM
OHKOJIOTUU U UX pa3paboTka — BOMPOC OyayIIero.

TakuMm oOpazom, mokTop [yrTa 3aKTIOYII, YTO CeTO-
HSI HEOOXOIMMBI HOBbIE MCCJIEOBAHUS W TTAOJOHBI TSI
BBIBEJICHUSI TIOJTHOW CTOMMOCTH JIEUeHUST JETCKOTO paka
B CTpaHaX ¢ OTpPaHUYEHHBIMU PecypcaMu, OTKPBITAsI IO -
JIEp>KKa B OTHOIIIEHUU PECypPCOB JUIsI OOPHOBI C JETCKUM
pakoM M CONEWCTBUE JIMIIAM, OTPENEISIONINM TTOJTUTH -
Ky B JaHHOM objactu. Bce 310 oroBapuBaeTcsl B paMKax
pa3pabaTbiBaeMbIX B HacToslIlee Bpemst uHuuatus BO3,
SIOP u apyrux opraHuzauuii.

B kauecTBe mpumepa Mep IO BHEAPEHUIO TOIXOIO0B
K pa3BUTHIO JAETCKOW TeMaToJIOTUM-OHKOJIOTUM B CTpa-
HaXx C OTPAaHWYCHHBIMU pecypcaMy ObUIA TIpeICTaBIIe-
HbI fokJaasl u3 Mapokko. B coobuienuu JI. XeccucceHn
0 pabore adpukaHckoi IIKoJbl NETCKONH OHKOJOTMU
OBLTM TTOKa3aHbl OCHOBHBIE TIPOOJIEMBI, CPEId KOTOPBIX:
0OeMHOCTh, MaJIOTPAMOTHOCTb, TIOJIUTUYECKass HecTa-
OMIBHOCTH, BHICOKUI YPOBEHb CMEPTHOCTU, CBSI3aHHOM
¢ MH(MEKIMOHHBIMU 3a00JIeBAaHUSIMU, OTCYTCTBUE [O-
CTYITHOCTHU CUCTEMBI 3PaBOOXPAHEHUS, HU3KWI1 yPOBEHD
MEIUIIMHCKOTO CTPAXOBOTO MOKPHITHS, TTO3HSISI TUAaTHO-
CTHKa, OOJIBIION TIPOIIEHT OTKA30B OT Teparuu U OOIINi
BBICOKHWI YPOBEHb CMEPTHOCTH. JIJIs1 MTOMOIIY B JIeUEHU N
JIeTel ¢ OHKOJIOTMYECKUMHU 3a00JI€eBaHUSIMU B appuKaH-
cKkuX (hpaHKOTOBOPSIINX CTpaHax Obula co3maHa (ppaH-
1y3cKko-apuKaHCcKasl TpyIra I0 JeTCKOW OHKOJIOTHU
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(French-African Pediatric Oncology Group, GFAOP),
koropas B 2016 . oobenuHMIA 16 Tocynapcts. B 2011 k.
GFAOP ocHoBana appukaHckyio LlIkony neTckoit OHKO-
JIOTUM, KOTOpasi paboTaeT Mo TPeM OCHOBHBIM HallpaB-
JIeHUsIM: 00yueHue Bpadeil, 00pa3oBaHuEe MEIUITMHCKUX
cecTep M pa3BUTHE MUCTAHIIMOHHBIX METOJOB M3YyUEHMS
neTckoit oHkosioruu. ExerogHo B IlIKojiax mpyMHUMAIOT
yuactre 20—30 Bpaueit u 30—40 MeTMUMHCKUX CecTep.
Kaxnpiit BeimycKHUK LIIKOIBI moIy4aeT COOTBETCTBYIO-
MU AUTIJIOM U JOJIKEH:

1. NuarHocTupoBaTh Haubojee pacipoCTpaHEHHBIE
BUIIBI IETCKOTO paka.

2. O3HAaKOMUTKCSI C OCHOBHBIMU TIOAXOJaMU K Jiede-
HUIO paKa y JIeTei.

3. ITpoBoAUTHL HAJIEXKAIIYIO COTIPOBOAUTEHLHYIO Te-
panuio.

4. Jleuutpr Haubosiee 4YaCTO BCTPEYAIOIIMECS BUIBI
paka y ieTeii; TpeqoTBpaIiaTh OCJIOXHEHUS Y TPUHUMATh
JieueOHbIE MEephI B CJTydae MX BO3SHUKHOBEHMUSI.

5. MHunuupoBaTh M y4acTBOBAaTh B MCCIICIOBAHUSX
B 00J1aCTH AETCKOI OHKOJIOTHH.

6. Pa3zBuBath collMaibHbIe HABBIKY B PEIICHUU BOITPO-
COB, CBSI3aHHBIX C OOCTOSITEIbCTBAMMU, TPEOYIOIINMU Jie-
JIMKATHOTO OOpaIleHusI.

MHorue 371eMeHTBl OCYIIIECTBIISIOTCSI METOIOM JIMC-
TAHIIMOHHOTO OOYy4YeHMsI, KOTOPBI BKIIIOYAET B HACTOSI-
1ee BpeMsi 5 MoyJieit:

* OMUAEMUOJIOTHS] W KJIMHUYECKasi XapaKTepucThuKa
paka;

* JICKO3bI U TUM(POMBI;

* COJINJTHBIE OITyXOJIH;

* COTPOBOAMTENIbHAS TEpaTus;

* OCJIOXKHEHUS M KaTaMHE3.

Bropeim BeIcTyIIeHUEM 0 padote GFAOP crano co-
obeHue M. Xapuda c uHgopmaleit o BapuaHTax ajaarn-
Taluu NpoTokKoJioB jiedeHus SIOP B crpaHax Adpuku.
Wpeonorust naHHOI pabOThI 3aKJII0YAETCS B YMEHBIIEHUU
JI03 TEparnuu ¢ 1eJbl0 CHUXKEHUsT TOKCUIHOCTU. B psize
CJTy4aeB 3TO TIO3BOJIWIIO JOOUTHCS OOIIIEi BBIKUBAEMOCTH
6onee 50 %. B HacTosIee BpeMsl TIOAOOHBIE TPOrPaMMBbI
paboTaIoT TS IEMKO30B U COJIUTHBIX OITyXOJIei.

OpHako B HacTosIiiee Bpemsl mosunueit Harmo-
HAJILHOTO OOIIEeCTBA JIETCKUX TE€MaTOJIOTOB U OHKOJIO-
roB (HOJI'O) saBnsiercst BHenpeHUe, Mpexae BCero, Ha-
YYHO-OIOCPEIOBAHHBIX TIONXOMOB HAa OCHOBAaHWM HE
aanTUPOBAHHBIX, a pa3pabOTaHHBIX MPOTOKOJIOB Tepa-
MUY pa3INYHbBIX 3a00JIeBaHUIL, O UeM B CBOEM JIOKJIajie Ha
cienyoueit ceccun pacckasan npesuaeHT HOIT'O aka-
nemuk PAH A.T. PymsHiies. B HacTos1ee BpeMs faHHAs
uuaeoJiorust oocyxnaercs coBMecTHo ¢ SIOP.

Aemopvt cmamou evipaxcaiom 6aazodapHocmy omoe-
AY MeXHCcOYHAPOOHBIX OMHOUIEHUN U Cés3ell ¢ 00ulecmeen-
Hocmuro (3asedyiowuii omoeaom — JI.D. Jncabpaua-3ade)
@OIBY <«HHII] JIIOH um. Jimumpusa Poeaueea»
Munsdpaea Poccuu 3a nomoup 6 nodzomogke cmamou.
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Ocmpblil Mueno6nacmubii neiiko3 y aemei.
Nepcnekmusbl onmuMu3auuu neyexus (063op numepamypbi)

A.T'. PymsianieB
DI'BY «HauuoHnanbblii HAyMHO-NPAKMUMECKUL UeHmp 0emcKOll 2eMamono2uu, OHK0AORUY U UMMYHoAo2uu um. JImumpus Poeauesa»
Mun3zdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopst Mawena, 1

Konmaxmnote dannvte: Anexcandp Ipucopvesuy Pymsnues info@fnkce.ru

Ocmpuiii muenobaracmubiii aeiikos (OMJI) ecmpewaemces ¢ wacmomoii 1,5 na 100 000 demeii u 3anumaem 15—20 % 6 cmpykmype dem-
CKUX 0CmpbiX Aeliko308. Y demeli ¢ omauuue om e3pocavix OMJI, kak npasuno, sasemcs nepeuuHbiM 3a001e6aHuem,; KAuHuke 3abone-
8aHUsL pedKo npeduiecmayem KAOHAAbHAS 26804H0UUS MUeaonposugepamuenvix paccmpoiicme. Knaccuguxauus OMJI y demeii ochosana
Ha KOMOUHAUUYU MOPHOA0UU, YUMOXUMUL, UMMYHODEHOMUNUPOBAHUS U MOACKYASPHOL 2eHeMUKU U HAX00UMCSL 8 NOCMOSHHOM npoyecce
nepecmompa. Ipunyune: newenus OMJI, 3a uckaroueHuem ocmpo2o npoOMUesOUUMAapHoo 1eiiKo3a, He U3MeHSIAUC 8 meUeHue NOCAeOHUX
30.aem, xoms yposens vincusaemocmu yeeauuuncs ¢ 4000 60—65 % 3a cuem cmpamughuxayuu 6016HbIX RO 2PYNNAM PUCKA, UHMEHCUDUKA-
YUY PeAcUMOo8 XUMUOMEPAnUU, NPUMEHeHUs. INULeHeMUYeCKol/mapeemHol mepanuu, ycogepuleHCme08aHusi COnpo8OOUMeNbHOR0 NeHeHUs
U pacuuperus NOKA3aHuil 0158 MPAHCHAGHMAYUY 2eMONOIMUMECKUX CIMBO0A08bIX KAEMOK 6 NPoepaMme 6e0eHUs G0NbHbIX.

Jlemu 6 sozpacme do 2 nem, cmpadaroujue OMJI, npedcmasastom 0cobyro epynny 604bHbIX, OMAUHAROUYIOCA OUOA0Uell NpOUecca, eeHemu -
YecKumu abeppayusmu, KOHyeHmpayuei HebAa2onpusmHbiX PaKmopos PUCKa U BbipaANCeHHOI NPeopacnoN0’CeHHOCMbIO K mepanegmuue-
ckoii mokcuunocmu. IIpoepecc 6 neuenuu 3moil NOO2PYNNbL ¢ UCNOAB308AHUEM PUCK -3ABUCUMBIX NPOMOK0A08 AeHeHUs 6 nocaednue 10 rem
npueen K usMeHeHUIo npoeHo3a, OH CMan CONOCMAGUMBIM ¢ NAUUEHMAMU CIAPULUX 803DACHIHbIX 2PYNN.

B umoece 25—-30 % nayuenmos ¢ OMJI ¢ 6o3pacme om 0 do 18 aem moeym cmoakhymocs ¢ peuudueom neiikosa, 5—10 % eubnym
0m 0CA0MNCHEeHUT 3a001e8aHUs U/uru NOOOUHbIX Ahghekmos mepanuu. [lepcnexmues: onmumuzayuu AeeHus oemeli c6513aHbL C MAPeemHol
mepanueil paznu4HbiX eenemuyeckux eapuanmos OMJI no ananroeuu ¢ ocmpvim npOMUENOUUMAPHBIM U XPOHUHECKUM MUEN0NeHK030M,
a makoice CHUdICeHueM mokcuyHocmu mepanuu. B cmamoe npedcmaesner 0630p mexncdynapoonsix uccaedogarnuii no aevenuro OMJI 'y demeii
U 06CyHcOeHbl nepcneKmugsl ONMUMU3AYUU NeUeHUsl OONbHBIX.

Karouesnle croea: ocmpulii muenobracmmulii aetiko3 y demeil, 6U0n02Usl, YUMOLEHEMUKA, MOACKYAPHble NepecmpoliKU, NepChneKmussl on-
mumusayuu nevenus

DOI: 10.17650/2311-1267-2017-4-1-30-36

Acute myeloid leukemia in children. Prospects for the optimization of treatment (review)

A.G. Rumyantsev

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

Acute myeloid leukemia (AML) occurs in frequency 1.5 per 100 000 children and occupy 15—20 % in the structure of pediatric acute leukemia.
In comparison with adults, pediatric AML usually a primary disease; clonal evolution of myeloproliferative disorders is rare situation in
clinical course of the disease. Pediatric AML classification based on combination of morphology, cytochemistry, immune phenotyping and
molecular genetics and situated in the process of permanent revision. Doctrine of AML treatment, excluding acute promyelocytic leukemia,
was not changed during last 30 years, but the survival rate increased from 40 to 60—65 % because of stratification of patients on risk groups,
intensification of chemotherapy, application of epigenetic/target therapy, improvement of supportive care and widening of indications for
hematopoietic stem cell transplantation in the clinical program of treatment.

Children in the age under 2 years old with AML is the unique group of patients with different biology of process, genetic aberrations,
concentration of unfavorable risk factors and expressed predisposition to therapeutic toxicity. Progress of the treatment for this subgroup with
usage of risk-based protocols of treatment during the last 10 years leads to change of prognosis — now the prognosis is the same in comparison
with more adult groups of patients.

Thus, 25—30 % of patients with AML in the age of 0—18 years old can be faced with relapse of leukemia, 5—10 % will die because of
complications of disease and/or side effects of therapy. Prospects of treatment optimization for children are connected with target therapy
of different genetic variants of AML, like for promyelocytic leukemia or chronic myeloid leukemia, as well as in decreasing of the toxicity
of therapy. Review of international studies for AML treatment for children is presented in this article as well as discussion on prospect of
optimization of treatment.

Key words: acute myeloid leukemia in children, biology, cytogenetics, molecular restructuring, prospects for the optimization of treatment
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Bgenenue

ITporHo3 neteii ¢ OCTpbIM MUETOOIACTHBIM JIEHKO30M
(OMUJI) 3HAUUTENBHO YJIYYIIUJICI B TEUCHUE MOCIEeTHEN
YETBEPTU BeKa, BOBMOXHOCTb U3JIEUEHUST OOJBHBIX [10-
crurina 60—65 % [1-9]. D™y pe3yabraThl TOCTUTHYTHI
OGnarogaps BHEOPEHUIO PUCK-ONTUMU3UPOBAHHOW BbI-
cokomo3Hor xumuoTepanuu (XT), TpaHCIUTaHTaLUU
reMonoatuyeckux cTBoyioBbixX KieToK (TI'CK) u comnpo-
BoAUTEbHOU Tepanuu. PakTUIecKn, THTEHCU(DUKATIAS
LIMTOTOKCUYECKOW Tepamnuu, BBEAECHUE B MPOTOKOJbI
snedyeHust TTCK v conpoBOAUTEIbHOTO JIEUEHUS T0BE-
JIEHbl 10 MakKCUMyMa, BBIABUIAs MPU STOM Ha MEPBBIA
IUTaH HEOOXOAUMOCTh MTOUCKA HOBBIX BUAOB TapreTHOU
Tepanuu pas3andyHbiXx BapuaHToB OMIJI. PaboThl B aTOM
00y1acTH BeIyTCsl, HO TOKAa3aHHBIX MOJOXUTEIbHBIX pe-
3yJIbTAaTOB MOKA HET, 32 UCKIIIOYEHUEM MPUMEHEHUS UH-
rubutopoB TUpo3duHkuHa3bl pu BCR-ABL-mo3utus-
HoM OMJI u tpaHcpernHoeBoi kucioTel (ATRA) mpu
OCTPOM MPOMUETOLUTAPHOM JIEKO3€ CO CIUSHUEM Te-
HoB PML/RARa.

TapretHass ¥ sNUTeHEeTUYECKAs] Tepanus B MEepCIeK-
TUBE MOTYT MUHUMU3UPOBATH CMEPTHOCTHh U MOOOYHBIE
9 deKTH JeYeHUusI, HO JJIs1 3TOr0 HEOOXOIAUMO JeTalIu-
3UPOBATh TEHETUYECKUE AHOMAJIUU U a0EpPaHTHbIE MTYTH,
BOBJICYUEHHBIE B JIEHKOMOTeHe3. DTO HEBO3MOXHO clieaTh
63 MHOTOLIEHTPOBBIX UCCIEAOBAHUI U MEXITYHAPOTHOTO
COTPYIHMUYECTBA HA OCHOBE €IUHOTO KJIacCU(PUKAIIMOH-
HOTO $I3bIKA.

MouneKyasipHO-TeHeTHYeCKAs Kaaccu(UKanus OCTPOro
MHEJI00JIACTHOTO JIeiiKo3a

OMIJI — reteporeHHoe 3abojieBaHUE, pPaHEEe KIIACCU-
unmpyemMoe mo MopdoJIOTMYECKUM MpU3HaKaM (KJac-
cuduKaimst oCcTPhIX JIEHKO30B, CO3MaHHAs TeMaToJIoTaMu
®panumu, Amepuku u bpuranun, FAB), ¢ 2008 . — mo
inaccuukaimm  BcemMupHOIl opraHM3aluy  31paBOOX-
panenus (BO3) [10], yuuTsiBatonieii KapuoTUIl U MoJie-
KyJISIpHbIE abeppalriv OITyXOJIEBBIX KIIETOK (TaOnuua).
V neteit no 2 neT oOHapyXeHbl crieunduiIecKre TpaHCIo-
Kalluu, KOTOphIe ITOKa He BHeCEeHHI B Kilaccudukarop BO3.
K wum  otHocarest  t(7;12)(q36;p13)/HLZB9-MNXI;
t(11;12)(p15;q13)/NUP98-KDMSA wu t(1;22)(p13;q13)/
RBM15-MKLI [11]. B yactHOoCTH, TpaHcnokauus t(1;12)
(p15;q13)accoummnpoBanac M7-nmogruriom OMIJI, TpaHco-
karmst (7;12)(q36;p13) 0OGBIYHO COMPOBOXKIACTCS TPUCO-
Mueit 19-if XpoMOCOMBI WU pexe TPUCOMUEN 8- XpOMO-
coMbl. TpaHcnokanuu, Bopjiekatouue 11-10 xpomocomy,
OOBIYHO BBISIBJISTIOTCS TTPY MUEJIOMOHOOIACTHOM ¥ MOHO0-
sactHoM noaturnie OMJI, mpuyeM ro0anbHast BCTpevae-
MocTh 11q23/MLL BapbUpyeT B pa3TuIHBIX UCCIICTOBAHUSIX
y mereii ot 35 1o 50 % [12, 13].

Haubonee BaxxHbIe pa3iesnbl HACTOSIIIEN Kiaccuduka-
mu BrnoyaroT OMJI ¢ peKyppeHTHBIMY T€HETUYECKUMU
a"Homanmusamu, OMJI ¢ MuenoaucIIacCTU4eCKUM CUHIPO-
MOM, SITPOTE€HHBI U HeKJaccuduumpyembiit OMJL.
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Knaccugpuxayus OMJI (BO3) u omuocawuxcs k nemy onyxoneii [ 10]

OMUJI ¢ t(8;21)(q22;q22) RUNXI-
RUNXITI

OMUJI ¢ inv(16)(pl3.1q22) wmm t(16;16)
(pl3.1;q22); CBFB-MYHI11

OcCTpblil IPOMHUETOLIMTAPHBIN JICHKO3
ct(15;17)(q22;ql12); PML-RARA

OMUJI ¢ 11g23 (MLL)-aHomanusiMu
OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214
OMUJI ¢ inv(3)(q21q26.2) wiu
t(3;3)(q21;q26.2); RPNI-EVI1
t(1;22)(p13;ql3); RBM15-MKL1
TIpeaBapurenbHas Ho3o0TMst: OMJT
¢ mytanueit NPM 1

TIpeaBapurenbHas Ho3o0rMst: OMJT
¢ mytauueit CEBPA

OMLI ¢ peKyppeHTHbIMH
reHeTHYeCKUMHU
AHOMAJMSIMHA

OMUJI ¢ MueToaMCIIIACTHYECKUMH HU3MEHEHNSIMHI
MuenonaHbie OIyX0JIH, HHIYHPOBAHHbIE JieYeHHEM

OMUJI ¢ MUHUMAaTBHOI aUdhEepeHIn -
POBKOM

OMUJI 6e3 co3peBaHuUs

OMUJI ¢ co3peBaHrEM

OcCTpbIii MUEJIOMOHOLIMTAPHBIN JIEHKO3
OcTpblii MOHOOTACTHBIIT/MOHOLIMTAPHBII
JIeNKO3

OcCTpblil 5pUTPOLIMTAPHBIN JIEHKO3
DpuUrpoMuenos

OcTpblit MErakaproOJacTHbII JIEMKO3
Octpblit 6230 UIbHBII JIEMKO3
OcTpblit TaHMUET03 ¢ MUET0GUOPO3OM

OML.I 6e3 n0onOHUTE b~
HBIX YTOYHEHHUit

MuenonaHas capkoMa

Muenounanas npoaude-
panusi, ConpsiKeHHAst
¢ cunapomom /layna

TpaH3UTOPHBII AaHOMATBHBI MUETOIO033
MueTONIHBIA JIEHKO3, aCCOLUUPOBAH-
HbII ¢ cMHIpoMoM JlayHa

HoBoo0pa3oBanue 13 0J1aCTHBIX MJIA3MOMMTOMIHBIX T€HAPUTHBIX
KJIETOK

Knaccudukanuusa BO3 celiuac HaxoauTcs B Ipoliec-
ce mepecMoTpa. OOcyXaalOTcsl M3MEHEHUS B TpyIIie
OMUJI ¢ peKyppeHTHBIMU IeHeTUYECKMMU aHOMAaIUsIMU.
Bo-niepBbix, MosekynsipHas ocHoBa inv(3)(q21g26.2)
i t(3;3)(q21;926.2) Gbuta IepecMOTpeHa, B pe3yJibTa-
Te 4ero OblIa BbISIBJIEHA peapaHXXUpPOBKAa B OHKOI€HHOM
dakTope GATA2, a He B reHe RPNI, a TakXe B CBsI3KE
321 ¢ renom MECOM. Bo-BTOpbIX, INpeaBapuTeib-
Hbele HasBaHus «OMJI ¢ myrauueir NPMI» u «OMIJI
¢ mytauueit CEBPA» cTaHyT caMOCTOSITEIbHBIMU HO-
30JIOTMYECKUMU  eIMHULaMM; omnpeaeieHue «OMIJI
¢ myranueii CEBPA» He OyaeT mpuUMeEHSITbCS s Ta-
LIMEHTOB C OuaielbHOI (M He MOHOAJJICNIbHON) MYy-
TalMeit, MOCKOJIbKY UMEHHO ToJIbKO 3Ta cdopma OMJI
MpEeACTaBIsieT CO00M KIMHUKO-IATOJOIMYEeCKYI0 HO-
30JIOTMIO, KOTOpasl acCOLUMPYETCs ¢ OJIaronpusiTHbIM
nporHo3zoMm. Hakonern, «OMJI ¢ myrauueit RUNXI»
u «OMIJI co ciusHueM BCR-ABL1» paccMaTpuBaroTCs
B Ka4eCTBE BPEMEHHBIX (IpeaBapUTEIbHBIX) BAPMAHTOB
OMUJI Ha OCHOBaHUM UX KJIMHUKO-TATOJOTMYECKUX OCO-
oeHHocteil. B orHomenun «OMIJI co cnusnuem BCR-
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ABL I» impokKo 00CyXaaeTcs BOMPOC O BKIIIOUEHUU Te-
panuu ¢ UCMOJIb30BAHUEM UHTUOUTOPOB TUPO3UHKUHA3.

B pa3paboTke HaxoauTCs rpymma CeMEMHbIX MUETIOW-
HBIX OMYyXOJIEH, KOTOpasi OTpaxkaeT BO3poclliee 3HAUYCHUE
ceMelHbIX cMHAPOoMOB B maToreHe3e OMIJI. HacnencteeH-
Hble (OPMBI MHUETIOUIHBIX OITyXOJIE acCOLMUPOBAHBI
C TepMUHATMBHBIMU MYyTallUSIMU, IO KpalHeill Mepe,
B 10 renax: ANKRD26, CEBPA, DDX41, ETV6, GATAZ2,
RUNXS1, SRP72, TERC, TERT n TP53. ]l BBISIBICHUS
JTOTTOJTHUTEJIBHBIX HACJIEACTBEHHBIX CEMEMHBIX MYyTallWUid,
ACCOLIMMPOBAHHBIX C CEMEMHBIM CUHIPOMOM, BaXHO OLIe-
HUTb CEMEIHYI0 MCTOPUIO OOJIE3HU MalMEeHTa, BKIIIOYas
JIaHHbIe, Kacalouluecss OHKOJOTUYECKUX 3a00JIeBaHUM
U PACCTPOICTB, CBSI3aHHBIX C HapyIIEHWEM TeMOCTa3a.
MNHGOPMUPOBAHHOCTL O HACIENCTBEHHBIX CEMEMHBIX
CUHJIpOMAX SBJISIETCS KIMHUYECKU 3HAYMMON, TeM OoJiee,
YTO TaKWe€ MAIMEHTHI HY>XIAI0TCS B 0COOOM YXOJI€; YWICHBI
CEeMbU TaKXkKe JOJKHBI TPOUTU CKPUHUHT, B OCOOEHHOCTH,
€CJIU CUTYalusl TpeOyeT MorcKa JOHOPa ISl OCYIIECTBIIE-
nust TT'CK.

OMIJI, no-BuaAMMOMY, BO3HMKAET MO MEHbIIEH Mepe
B pe3yJbTaTe IBYX B3aMMOIEUCTBYIOIIMX T€HETUYECKUX
cobpiTuit [14]. TlepBblit TUIT COOBITUIT BENET K HEKOH-
TpOJMpYyeMoii Tiposncdepalini 1/Wiv BbIXXKMBAHUIO JieH-
KEMMYECKUX KJIETOK W, KaK MPaBUJIO, COMPOBOXIAETCSI
myTtauussmMu reHoB FLT3, KIT, N-RAS, K-RASw PTPN11,
BOBJICYEHHBIX B MYyTW CUTHAJIBHOW TpaHCAyKUUU. BTO-
po¥i Kpyr coObITHiA BMsieT Ha b bepeHIIUPOBKY KIETOK
U B OCHOBHOM MPOSIBIISIETCS B PE3YJITaTe TeHETUYECKUX
abeppalrii B TeMONO3TUYeCKUX (aKTopax TPaHCKPUII-
LIUY, HATIPUMEP U3-3a TPAHCIOKAIUIA, XapaKTePHbBIX I
OMUJT: t(8;21)(q22;q22)/AMLI-ETO v 11q23/MLL-nepe-
CTPOWKHU WU B pe3yJibTaTe MyTallMil B TAKUX T€HaX, KaKk
NPM1 n CEBPA. HaubGosiee 4acCTbIMM IIUTOTEHETHUYE-
CKUMU aHOMAMSIMU y neteit spistored t(8;21)(q22;q22),
inv(16)(pl3.1q22) (BMecTe MMEHYeMble OCHOBHBIM CBSI-
3piBatoluM akropom (CBF-OMJD)), t(15;17)(q22;q21)
nl1q23/MLL-peapanxupoBaHHbIE aHOMaNH [15].

BMecTe 3T MPUYMHBI COCTABJISIIOT MOJIOBUHY BCEX
cnyqyaee OMIJI y neTteif U BCTpeyaroTCs ropasfo valle,
yeM y B3pocibiX. HekoTopbie TpaHCIOKAUU, HapuMep
t(1;22)(p13;q13), t(7;12)(q36;p13) u t(11;12)(pl5;pl3), saBis-
I0TCS CIIelM(PUUHBIMU 7151 AETeW U PEIKO WIN COBCEM HE
BCTPEYAIOTCS Y B3POCIIbIX.

TpaHciokaluu, 3aTparvBaolMe TeMOMO3TUYECKHUE
TPAHCKPUITLIMOHHBIE (DAKTOPhl YAacTO BEAyT K JHUCpe-
TYJMPOBAHHOW TE€HHOMW 3KCIIPECCUU B PE3YJIbTaTe CJIU-
SHUSI TEHOB YYAaCTHUKOB TPAaHCKPUMNIMW WX Habopa
Pa3JIMYHBIX CIyYaHBIX WIN COMYTCTBYIOIIUX (HaKTOPOB
B KOMIUIeKce TpaHcKkpunuuu. Hanpumep, reH MLL ume-
eT MeTWwITpaHC(hepa3Hyl0 aKTUBHOCTb W SIBJISIETCS Ya-
CTBIO XpOMAaTUH-MOAUGbUIIUPYIONIEro KoMIuiekca. bosee
60 coyeTaHMil C JOMOJHUTEIBHBIMU MapKepamu ObLITU
uneHtTudunmrponansl pu OMIJI, HO TOYeYHBIN pa3pbIB
reHa MLL sgBnsieTcs BeAYIIMM U BbICOKOCTAOWUJIBHBIM.
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CnusiHue 0eKOB BeAeT K MPUOOPETEHUI0 HOBBIX (DYHK-
Ui KOMIUIEKCOM MLL, 94TO B KOHEYHOM UTOTE TPUBOAUT
K He(pU3UOJOTUYECKON MOAU(UKAIIMA TUCTOHOB U TIO-
BhIlLIeHUIO 3KcTnipeccur MELST v ocobenHo reHoB HOXA,
nojiepXuBaroInX (eHOTUIT CTBOJIOBO KiieTku. Hampu-
Mep, npucytctBue reHa DOTIL, KOTOpbIli peKpYyTUPOBAH
B MLL-xoMmIuieKC, HEOOXOAUMO ISl MOAEPKAHUS el -
KEMOTEeHHOW aKTUBHOCTU HEKOTOpbIX MLL-mepecTpoek
U MOKET OBITh MUIIICHBIO IJIs1 Teparui [16].

Tonbko 20—25 % nabmonenuit OMJI B geTcKoi mo-
MYJSUUU  SBJISIOTCS LIMTOTEHETUYECKU HOPMATbHBIMMU.
WurepecHo 10, uto B 70 % 3TUX CIydaeB OMPEEIISIOTCS
TpaHcoKaluu u cneuudurdeckue myrauuu Il tumna, ta-
Kue Kak myTtaunu NPM 1, ouannenpabiec MyTanun CEBPA,
TaK Xe Kak U JJaTeHTHbIe TpaHcaokauuu NUP9S/NSDI,
HO, K COXaJIEHUIO, BCE OHU HE OMPEAEIISIOTCS C TOMOIIBIO
OOBIYHOTO KapUOTUIIMPOBAHUS U TaKUM 00pa3oM Tpedy-
0T JOTIOJTHUTEIbHOW MOJIEKYJISIPHOW AuarHoctuku [ 15].

Kom6unauu mytauuii I u Il Tuna He BBITISAAT CO-
BEPILIEHHO CIyYaliHbIMU; crielupruieckrie KOMOMHAIIUU
cynTalTcs 0ojiee YCTOMYMBBIMU, HAMPUMEpP TaKue, Kak
MyTauuu nyTd Ras, koTopble 4alle KOMOWHUPOBAHBI
¢ peapaHxXupoBkoil reHa MLL, KIT-myTtauusimu, 1 Jaiiie
Bcrpevatorcst B CBF-OMJI u FLT3-1TD, xotopblie 00-
HapyxuBawTcs B koMOuHauuu ¢ PML/RARA v NUP9S/
NSDI [14].

MyTauuu B TAKMX STTUTEHETUYECKUX PETYISATOPaX, Kak
EZH2, ASXL1w DNMT3A noGaBisiioT ellle OJUH YPOBEHb
CJIOXXHOCTHU U CIMOCOOCTBYIOT KaK HapYIIEHUIO Pa3BUTUS
(B3pocieHUs) KJIETKU, TaK U MPOIU(epaTUBHOTO MOTEH-
1masna, KOTOpble SBISIOTCS HEOOXOAUMBIMU YCIIOBUSIMU
mst pasutust OMIJL. [lomoOGHblE MyTallMy peiaku Mpu
OMIJI y nereii, HO cneuududeckue noarpynmnsl 11 Tuma
MPEICTaBAEHbI CAy4YasiMU C BUJOU3MEHEHHBIM METUJIU-
pOBaHUEM, UTO MOXET yKa3blBaThb Ha TO, YTO 3TU AECTU
MOTYT MOJYYUTh MOJOXUTEIbHBIA PE3yJIbTaT OT Teparuu
JEMETWINPOBAHHBIMU areHTaMU WIM TUCTOH-MOAU(U-
LIMPOBAHHBIMU MHTMOUTOPAMU, KaK MOKAa3aJiu HeTaBHUE
WCCJIEIOBAaHUS OCTPOro JUM(POOIaCcCTHOTO JIeiiKo3a y Je-
Teii [17].

OnureHeTuyeckre MNPOPUIN CIIOCOOHBI pa3InyaThb
pa3sHooOpa3Hbie LuToreHeTnueckue nmoaTursr OMII [18].

HccnenoBaHust OMHOHYKJIEOTUIHBIX TOTUMOPDOU3ZMOB
npu OMIJI ¢ moMollbI0 CPAaBHUTEIbHOVW T€HOMHOW TH-
OpuIM3alMK BBISIBUIIM PEKYPPEHTHbBIE abeppalliu, TaKue
kak WTI, NFI, TET2, uato euie 00Jibllle YCIOXHUIO TO-
WCK TapreTHbIX ToueK B Tepanuu OMJI [19]. Tem He MeHee
HOBbIE TeHbl, Takue Kak BRE u IGSF4, Obln BBISIBICHBI
MMEHHO METOAOM HCCJIeI0BaHMsI TeHHOM 9KcTpeccuu [ 14].

TToMUMO OTKPBITUSI HOBBIX T€HETUYECKUX MYTAlIUM,
HOBOE TTOKOJIEHWE CEKBEHUPOBAHUS MPOSIBWIO ceds Kak
MOIIHOE CPEACTBO B M3YyYEHUM KIIOHAJIBHOW SBOJTIOLUAU
KaK B OTHOIIIEHUHU JETCKOro, Tak u B3pocioro OMJIL. ITpu
CPaBHEHUU CIIEKTPA MyTallMil B TTape WHULIUAJIbHbBINA qra-
THO3/peruanB ObUTO TTOKa3aHO, YTO TUAarHOCTUPOBAHHBII
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KJIOH CTIOCOOEH B XOJIe JISYeHUST TTPUOOPECTH HOBBIE MyTa-
LMY 1 TIEPEXOIMT B PELUMAMBHBIN KiIOH. Bojee Toro, Mu-
HOpPHBIE CYOKJIOHBI OTTYXOJIEBBIX KJIETOK, TTPE3CHTUPOBAB-
1I1e BO BpeMsT TOCTAHOBKH JIMarHO3a, MOTYT MepeXuTh X T,
MPUOOPECTH HOBYIO MYTAllMIO U TIPE3EHTUPOBATh B Kaue-
CTBE JIOMUHAHTHOTO KJIOHA TPU PELUANBE, UJUTIOCTPUPYS
HEOTpaHWYEHHbBIC JICKeMUYecKre BO3MOXHOCTU. Tap-
reTHasi Tepanusi HOBbIX MACHTU(UIIMPOBAHHBIX MYyTallUi,
BO3HUKIIINX B Pe3yJIbTaTe PEIUINBA, MOXKET PEATbHO YITyd-
IIUTB MPOTHO3 OTACIBHBIX TPYIIIT MAlUEHTOB.

IlepcnekTuBB ONTUMHU3ALMK JIEYEHUS OCTPOTO MHe-
JI00JIACTHOTO JIeiiKo3a

IMockonbKy nanpHelias UHTeHCU(UKALIUS CYLIECTBY-
fouteit XT He mpencraBiasieTcsi BO3MOXHON BBUILY CEPbE3-
HBIX OCJIOKHEHUI U BBICOKOU JIETAJIbHOCTU, TPAHCIISLIUS
3HAHUI O MOJIEKYJISIPHBIX a0eppalusix B MJIOCKOCTb Tap-
TeTHOI Tepanuu SIBJISIeTCS €AUHCTBEHHBIM pEllieHueM T
yiydiieHus pe3ysisTatoB iedueHust OMJl y neteit B Oiivkari-
e rofsl. HekoTopble HOBBIE TapreTHBIE MTPenapaThl yxke
HayaIu U3Yy4aTbCs B paMKaX KIIMHUYECKUX UCCIEIOBAHUMN
OMJl y nereii.

Penentopnas tuposunkuHaza FLT3, kotopas 3Kc-
npeccupyetcsl Ha roBepxHocTu 61actoB CD34 u paHHux
MPEAIIECTBEHHUKOB, UTPaeT KJIOYEBYIO POJIb B IIPOLIECCE
KJIETOYHOU Tponudepamy u auddepeHIIMpOBKY U SIB-
JISIeTCs IIMPOKO UCCIIeTyeMOU MUILIEHBIO TAPTeTHO Tepa-
. Marudutopsl FLT3 — nectayptunud (CEP-701), mu-
noctaypuH (PKC412), keuzaptunud (AC220) u, HaKoHell,
copaeHud HaxomsATCs B aKTUBHOW (hbase HcCClienoBaHU
npu OMIJI y mnanenues (20—25 % OMJI y neteii mepBbIxX
2 JIeT KU3HU), IeTEN U B3POCIIbIX.

TUpO3VMHKWHA3HBIE WUHTUOWUTOPBI, HAIpaBJICHHbIE Ha
WHTUOUPOBAaHUE aKTUBALMY reHa FLT3, B 5TOM CMBbICIE SIB-
JISIOTCST HaruOoJIee XOPOIIIO U3YYEHHBIM MOJXO0M B Jieye-
Huu nerckoro OMIJI, yto ocHoBaHO Ha uzyyeHuu PKC412,
CEP-701, AC220 u copacdenuda [20—22] B mporpaMMHOM
neyeHun OMII. B uccnenpoBanun AAMLI031 Hetckoii
onkonornyeckoit rpynmnel CIIA (Children’s Oncology
Group, COG) nauueHTsl ¢ myTanuei FL'T3 nmoayyator co-
padeHrO B KOMOMHALIMU CO CTAHIAPTHOW WHTEHCUBHOM
XT. IlpenBaputenbHble TaHHbIE 3TUX UccaeaoBaHUN [17]
JIEMOHCTPUPYIOT JIaDOpaTOPHOE WHTHUOMpoBaHUE (Qoc-
dopunupoBanus FLT3y 6onbHbix OMJI ¢ nocTxeHueM
TOJTHBIX PEMUCCUIi y OOJIBIIIMHCTBA IETEN B COYETAHUU CO
crangaptHoii XT [23]. B aroit cBsi3u akcneptel COG pe-
KOMEHIOBAJIA BKJIIOYeHUE copadeHrnda B OCTPOM MepUo-
ne OMIJI B couetanuu ¢ XT u B noguepxuBarolieit daze
B KayeCTBe MOHOTEpAIlNU B TeUeHUe roaa. TeM He MeHee Ha
CETOAHSIIHUI IeHb HET YOeIUTEIbHBIX PAHIOMU3UPOBAH-
HBIX HUCCJIEOBAHUI, MTOKAa3bIBAIOIINX YBEJIMYECHNE OOILei
BbDKMBA€MOCTH MALIMEHTOB ¢ MyTauueil FLT3, monydaro-
LIKX TTOIOOHYIO TePaIUIo.

HdpyrumMu  TOTeHUMATBbHBIMU ~ LeaamMu Tipy OMIJL
SBJISTIOTCS MyTaun TeHoB KIT n RAS. Tpymiia mammeHToB
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¢ mytauuent KIT BKitodaeT B ce0sl TaKKe UMAaTUHUO-pe3u-
CTEHTHBIX MALIMEHTOB ¢ MyTauueil D816V/Y, 4yBCTBUTEIb-
Holt K mazatuHuOy [14]. 3aBepiumiacsk 1 ¢aza uccienona-
HUI 110 MpUMeHEHUIO0 1a3aTuHuOba y neteit. [Tpogoskaercs
WCCJIeIOBAHUE T10 TIPUMEHEHUIO Ma3aTUHUOA COBMECTHO
¢ XT mpu OMJI y B3pocbix [13].

ITpu OMIJI ¢ peapanxupoBkoit MLL ycunus Hanpas-
JIEHBI Ha pa3pabOTKy TapreTHO Tepanuu, HapuMep UIyT
uccinenoanusg uaruouposanus DOTI1L, kotopsiii sBsi-
ercs yacteio MLL-kommnekca. Hano oTMeTUTh, 4TO TN
nHruoutopsl (DOTIL), moxoxe, Takke UMEIOT aKTUB-
HOCTb B oTHOImeHuH t(6;11)(q27;q23)-MO3UTUBHBIX KJIIETOK
¢ HexBaTtkoii DOT1L B 0CHOBHOM KOMILJIEKCE, YTO MOXKET
TOBOPUTH 00 aKTUBHOCTH ITOTO MpernapaTa B OTHOLLIEHUU
abeppanTHoro metvipoBanust H3K79 [24].

TeMTy3ymMab o3oraMuLIMH MPeACTaBsieT COO0 KOHB-
IOTUPOBAHHOE MOHOKJIOHAJIbHOE aHTUTes10 TpoTuB CD33
B COCIMHEHUU C LIUTOCTATUYECKUM areHTOM U MOCKOJIb-
Ky onyxoJjieBble KieTku OMIJI skcnipeccupyior CD33, To,
TakUM 00pa3oM, OHU SIBJISIIOTCS TapreTaMu IS JaHHOTO
npernapata. HauyanbHbie ucciaenoBanus 111 ctanuu He no-
Ka3aju 3HAYUTEJBbHOTO YJIYUYILIEHUS B OeCCOOBITMIHHON
u obuiell BbDKUBaeMocTu npu getckom OMIJI, Ho u3-
BECTHO O IMO3UTUBHOM pe3yJbTaTe B OTHOLIEHUU ped-
PaKTEepPHBIX W PELUAWBUPOBABIINX MAlEHTOB, KpPOMeE
TOrO0, OTMe4YeHa ero 3((HEeKTUBHOCTh B CHUXKEHUU YPOBHS
MUWHUMAJIBHOW OCTaTOYHOI 00JIE3HU TOC/e MPOBEICHUS
TapreTHOU Tepanuu [25].

Antutena Kk CD33 (skcnpeccupytorcss Ha 80—90 %
OmacTHeIX KIeTOK Tipu aerckom OMIJI) B couetaHuu
C TPOTUBOOITYXOJEBbIM AHTUOMOTUKOM KaJMXCaMULIU-
HOM (TreMTy3ymMa0) UCITOIb30BAIMCH B COYETAHUU CO CTaH-
naptHoii XT y B3pocibIX U AeTeit. YiydllneHue 3-jaeTHel
0eCcCOOBITUITHON BbIXMBaeMOCTH [26] y 6ombHBIX OMIJI
COIMPOBOXAAIOCH MOBBIIIIEHUEM CMEPTHOCTUA B3POCIBIX,
a He [eTeli, YTO MOCIYXXUJI0O OCHOBAaHWEM [JISI CHSTUS
npenapata ¢ npoaax B CIIHA B 2010 r. V neteit skcme-
pUMEHTabHAS Tepanus ObLUIa MPOIOKEHA U OTYETHI IO
WCCJIEIOBAHUSM JAIOT IIAHC Ha BO3POXIEHUE MpernapaTa
B KoMOMHUpoBaHHOU Tepanuu OMIJI [27, 28]. Bemyrcs
WCCIIeIOBaHUS C ucrnoib3oBaHueM aHTU-CD33 B Bume
oucnenudpuieckux antutena (aHtu-CD33 u CD3). dpy-
rasi cTparervus HampasiieHa Ha aHtureH CD123, Tpanc-
MeMOpaHHbBII peuentop anbda-1enu UHTepIeHKuHa 3,
KOTOPBI MPEUMYIIIECTBEHHO JIOKAIN3YEeTCH Ha JICHKEMU-
yeckux kinetkax. CD123 Takxke uccienyercs Kak MUILIEHb
JUIST KJIETOYHOM Tepanuy aHTUTEHHBIM T-KJIETOYHBIM pe-
ernropowm [29]. Eiie onHoi MuieHbto 1t T-KJaeTouHOoro
AHTUTEHHOTO XUMEPHOTO pelLenTopa SBISETCS IKCIIPec-
cus pomatHoro peuentopa 3 [30].

TlosiBnieHre Ha pbIHKE HOBBIX IUTOCTATUKOB aBTOMATH -
YECKU HAYMHAET KPYT UCCIIEIOBAHUIA TIO UX KOMOMHALIUU CO
«CTapbIMU» XUMUO- 1 HOBBIMU TaPTETHBIMU TIpETIapaTaMu.

KrnodapabuH sBiseTcss mypuHOBBIM HYKJICO3UIHBIM
AHTUMETA0OJIMTOM, WCIOJb3YEMbIM TMPU PELIUAUBE WIU
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pedpakrepHoM TeueHuu aetckoro OMJI. KomOuHaiums
kinodapabuHa ¢ HUTapabMHOM Yy AeTeil ¢ pedpakrep-
HBIM WU peuuauBupyoommM tedeHneM OMJI mokasana
CBOIO pE3YJbTATUBHOCTh Y 48 % OTBETUBILMX IALIMEH-
TOB; 3-JIETHSIST 0OOIIAsi BBDKMBAEMOCTh cocTaBuia 46 %
[31]. B nmponoyxatomuxcs ucciienoBaHusx GaynapaduH,
npuMeHsieMblii B pexume Tepanmuu FLAG, cocrosiueit
u3 (paynapadbuna, nurapadbuHa u G-CSF, Obl1 3aMeHeH
Ki1odapaOMHOM B KOMOMHAUNM C LUKIOPOCchHAMUIOM
u sTono3unoM. pyroe uccnenosanue Il ¢a3sr nokazano
VJIydIIE€HHBIE PEe3YJITaThl MPU UCITOJIb30BAaHUU KOMOU-
Hauuu KiodapadbuHa, TonoTeKaHa, BAHOPeJIOMHA U TUO-
Tenbl y AeTell ¢ pedpakTepHbIM WIU PELUAUBUPYIOLINM
OMJI [17].

Tepariuss OMJI ¢ mpuMeHeHUeM aeuuTabuHa — TU-
MOMETWIMPYIOIIETO areHTa M LuTapabuHa TMoka3aia
6o01blIYyI0 3G GEKTUBHOCTh B OTJIMYKME OT MOHOTEpaIruu
uuTapabuHoM. HUW3KOAO3HBIN neluTabuH Ha3zHavaacs
MaleHTaM C BBICOKMM PHUCKOM Da3BUTHUS pedpakTep-
HOCTM WX penuanBa U 3/8 OT oOIIero ymcia maiueH-
TOB OTBETUJIM Ha JNaHHYIO Tepanuio [32]. A3auuTuauH —
elle OIH TUMOMETUIUPYIOIIUIA areHT. XOTs NeUTa0uH
U MOoKa3aj OOJIBIIYIO TePaNeBTUYECKYIO aKTUBHOCTb, a3a-
TUJIWH, BOBMOXHO, OYIeT XapaKTepru30BaThCsI MEHEE BbI-
PaXeHHBIMU MMOOOYHBIMU 3D HEKTAMU.

OMJI, xaK U MHOTHE BUAbI OMYyXOJIEH, NEMOHCTPU-
PYIOT a0EppaHTHYIO0 aKTUBHOCTh OJHOTO W3 KJIIOYEBBIX
MyTeil CUTHAJIbHOW TPAHCAYKLWU, BIUSIOIIMX Ha MPO-
Jnudepanuio KJIeTok — cepuH/TpeoHnH kuHazy (mTOR),
KOTOPYIO CIOCOOHBI 3a0JIOKUPOBATh panaMULIUH (CUPO-
JIMMYC) WIN €T0 aHaJOTU (TEMCUPOJIUMYC, 3BEPOTUMYC).
JleyeHne panaMUIIMHOM OJIOKUPYET KIIETOUHBIA LIMKII
B GO/G1-knetounsx JuHUSXx OMJI, HO KIMHWYICCKUIA
3¢ deKT y B3pOCHBIX C PelUANBUPYIONTNM/pedpaKkTep-
HeiM OMIJI jgan cKpoMHbIE pe3yjabraThl. Y JeTeil 2Ta
rpynima npemnaparoB npu OMJI He npuMeHsuiack. Mme-
I0TCS JaHHBIE 00 UCTIOJIb30BAHUM CUPOJIUMYCA IJIS Jieye-
HUS peaklNu «TPAHCIIaHTAT MPOTUB Xo3siuHa» (PTIIX)
y 60bHbIX, ojyuuBiiux TI'CK. Pe3ynbratsl ucciaenoBa-
HUS y JeTell MoKa3aJik, YTO CUPOJIUMYC CHU3ZWI YaCTOTY
pazButus octpoit PTTIX, HO mokazaTeau BbIXKMBAEMOCTU
He yay4Jmuiaucs [33].

Ilpu OMIJI, kak u psme Opyrux JEWKO30B, HC-
CJIeOBAaHUIO TOABEpPraeTcs CUTHAJbHAS CHUCTeMa
sHyc-KuHa3bl (JAK-curnaipbHOro 6eaka-TpaHcaykropa
u aktuBauus tpaHckpunuuu (STAT) [34]. Pykconutu-
Hu6 — unrnourop JAK/STAT naxonutcs B I daze xin-
Huueckux ucnbiTaHuii COG. Y B3pocibiX, O0JbHBIX
OMIJI ¢ FLT3-mytauMsMu, codyeTaHWe MHIUOUTOPOB
JAK u unru6uropos FLT-3 (mmakputunu0) uccienyer-
cs Bo II-III ¢aze uccnegoBanumii (ClinicalTrials.gov —
NCT02055781).

IlepcriekTUBHOI TepameBTUYECKOW OMUMed Mnpu
OMIJI gBnsieTcsl UCIOJIb30BaHUE WHTUOUTOPOB MPOTEO-
COM, TaKMX Kak 0opte3omMud u kappuizomud. boprezo-
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mu6 usyuancss COG Bo II/IIT dazax mpu nerckom OMJI
B coueTaHuu co ctaHaapTHou XT, HO pe3yJbTaThl ellle He
onybnukoBaHbl. Koncopuuym POETIC mnanupyert usy-
yenue I ¢as3bl nuccaegoBaHuil kappuizomuoda, 1ar0IIETO
OoJjiee BBICOKHMI YpOBEHb WHIMOMPOBAHUS MPOTEACOM
y eTeit ¢ peruanBupyomumM,/pedpakropasiv OMIJI [17].

DnureHeTUYECKUE MOIU(PUKALINU ¢ UHTUOMPOBAHUEM
ructoHneauetunazsl (HDAC) wmmu JHK-metwnrpanc-
depazpl (DNMT) Ttakke MccaenyioTcss B KOMOMHALIMK
¢ tpaguuroHHoil XT B neyeHur OMJI BbICOKOTO pucka
[35, 36]. AsaumMTHaMH, BODUHOCTAT U UX COYETAHUE OfI0-
OpeHbl YIpaBJIeHUEM MO KOHTPOJIIO 3a KaUeCTBOM THILIE-
BBIX TIPOAYKTOB U JieKapCcTBEHHBIX TipenapatoB (Food and
Drug Administration, FDA) mist ucciaenoBaHust y B3poc-
JIBIX. ¥ eTeil B 9KCMEPUMEHTATbHBIX MPOTOKOJIAX UCTIONb-
3yetcs BopuHocTat. HemaBHO oTkpbITa I (haza ucnbiTaHuil
no nepeHocumocTu HoBoro HIAC-uHruéuropa — naHo-
OuHoCTaTa y AeTeii ¢ pepakTepHbIMU OIyXoJsiMu [17].

IIpu mnageHyeckux Jeikosax 60—80 % ormyxoJieBbIX
KJIETOK cojaepkaT IepecTpoiiku reHa MLL, craHpaprt-
Has XT y aToil rpynmsl 601bHbIX HeabdekTrBHA. Korna
ObUIO JOKa3aHo, YTO paznuuyHble MLL-rubpuaHeie 6emi-
KA 00pa3yloT COBOKYIHOCTb C AU3PANTOPOM TeJIOMep-
HOW mepemauu curHaia, metwirpancdepasoir DOTIL,
MOSIBUWJIACh BO3MOXHOCTH UCIIOJb30BaTh WHTUOUTOPD
DOTIL-EPZ004777, 4yTo MOCIYyXWJIO OCHOBaAaHUEM s
tapretupoanuss DOTI1L npu neitkoze ¢ MLL-r. B HacTo-
giee Bpems Benercs ucciaenoBanue (ClinicalTrials.gov —
NCT01684150) 3¢ deKTUBHOCTH 3TOTO BUAA SIIUTEHETH -
yeckoro TapretupoBanus [11].

3akimouenue

Ha ceropnsiinuii neHb Oe3pelMaVBHAST BbDKUBAC-
MocTb neteii ¢ OMIJI, 3a UCKITI0YEHUEM OCTPOTO MPOMU-
eJIOLMTApHOTO JieliKo3a, He TpeBbimaet 60 %, mpuuem
TepaneBTUYECKOE TUIaTO JOCTUTHYTO KoMmOuHarmen XT
n TI'CK. BcneactBue BBICOKOW TOKCHMYHOCTU Tepamnuu
nanpHeiimasa uHTeHcudukanusa XT HeuenecooOpasHa.
C y4eToM TeHEeTMYECKOUl M KJIETOYHOM TeTepOTeHHOCTH
OMJI y MnaneHueB, AeTeil U MOAPOCTKOB NajibHEHWIIne
TEepPCIIEKTUBBI JICUEHUST CBS3aHBI C BBIIEJICHUEM OIHO-
ponHoii reHeTnuyeckoit momnysauuu OMII, onpeaeaeHuemM
TEHETUYECKON MWUIIIEHU C MCIIOJIb30BAHMEM CEKBEHMPO-
BaHUsI HOBOTO TIOKOJICHUSI W WCITOJIb30BAaHUEM HOBOTO
apceHaja WHTUOWTOPOB TUPO3WHKWHA3, SMUTEHETUYE-
CKUX TIpeTnapaToB, aHTUTEI, UMMYHOTOKCUHOB 1 T-KJie-
TOYHOM Teparuu. {71t TOCTUKEHWST ATO 11eTM HEOOXOIM -
MO BblWIeHeHHUe U3 reteporeHHoi rpynmsl OMII (peakoe
3a0osieBaHue I JeTeid) cynepopdaHHbIX BapUaHTOB
U TIOCJIeIOBATEIbHON OIIEHKU HOBBIX MEPCOHUMPUIIMPO-
BAHHBIX TePANeBTUYECKUX OIMIIUI B 3TUX TPYIIIax 0OJIb-
HbIX. Tak KaK 9TU BapUaHTHI ONITUMUBAIIAN JICICHUS YKE
HaXOJISITCSI B pa3paboTKe, /IS UX YCKOPEHUST HEOOXOMM -
MBI KOOTIEPMPOBAHHbBIE MHOTOIIEHTPOBBIE MCCIIETOBAHMS
¥ MEXITyHapOJITHOE COTPYIHUYECTBO.
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MexayHapogHOe COTPYIHUYECTBO, KOTOpOE B TIO-
clienHue aecatuietust coeaMHuyio International Berlin-
Frankfurt—Munster Study Group (IBFM-SG), Innovative
Therapies for Children with Cancer (ITCC), European
Network for Cancer Research in Children and Adolescents
(ENCCA), Therapeutic Advances in Childhood Leukemia
(TACL) u COG, yxe 10Ka3ajo CBOIO YCIEIIHOCTb B KJIU-
HUYECKNX M OMOJIOTMYCCKUX WCCICTIOBAHMAX, W IajIbIIe

OyIeT HapaluBaTh CBOM YCHIIHS [IJIST YCOBEPIICHCTBOBAHMST
TepareBTUICCKUX OIMIUI M BO3MOXKHOCTEH ITPUMEHCHMS
TIepCOHAIM3NUPOBAHHOM TAPTETHOU TepaIiy y MaJICHbKIX
naureHToB ¢ OMIJIL. [lo oxumaeMoro mpopbiBa crielua-
JINCTHI BBIHYKICHBI HAKAIUIMBATh MOJICKYJISIPHO-TEHETH-
yecKyro MHGopmMaluio o 3a00j1eBaHUU, MOHUTOPUPOBATh
MWHHAMAJIBHYIO OCTaTOYHYIO 00JIe3Hb, COBEPIIICHCTBOBATh
conpoBoauTteabHyto Tepanuio u TTCK [37].
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New approaches in the diagnosis of tumors of the central nervous system in children

E.V. Kumirova

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

Improvement of morphological techniques, molecular genetics, radiation diagnosis defined the modern hystomolecular classification of the
brain tumors in children. Many tumors of the central nervous system (CNS) are associated with cancer predisposition syndromes. Future
strategy for treatment of patients with CNS tumors becomes increasingly personalized.
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BbpkuBaeMOCTh JeTeil C OMyXOJISIMU LIEHTPATbHOMN
HepBHoii cucteMbl (LIHC) B mocnegHue aecsTUiieTUs:
yBeamumiach ¢ 30 1o 60 %, a Ipr HEKOTOPBIX BapraHTax
u 1o 100 % [1—4]. BHenpeHue B MPaKTUKY HOBBIX METO-
MUK MOPGOJIOTUYECKON, MOJIEKYISIPHO-TeHETUYECKOM
U JIy4EBOU NMArHOCTUKHU, a TaKXe MPUMEHEHUE BBICO-
KOTEXHOJIOTUYHBIX OIepaluii, 6e30MacHbIX METOAUK JTy-
yeBoil (JIT) u xumuotepanuu (XT) cblrpaid KJIIOYEBYIO
pOJIb B MOBBIIIEHUYW BbIKMBAaeMOCTH [2—8§].

Onyxonu LHTHC y nereit, HeCMOTpsl Ha CBOIO OTHOCH-
TEJIbHYIO YaCTOTY BO3HUKHOBEHWUS (2-5 MO3ULIUS TMOCTe
OCTPBIX JIEHKO30B), CUMTAIOTCSA PEAKUMHU 3a00J€BAaHUSIMU
(3,5-5,5 na 100 000 merckoro Hacenenust) [1, 2, 8—10].
MMeHHO Mo3TOMY B MOC/eqHEe BpeMs OTMEUAETCs TeH-
JIEHITUST K OPTaHU3alIM K KPYITHBIX MEXTYHAPOIHBIX MYJTb-
TULEHTPOBBIX UCCIEIOBAHUI C CO3TAHUEM MEXIyHAPOI-
HBIX PETUCTPOB OONTBHBIX M BBHIPAOOTKON KITMHMYECKUX
PEKOMEHIAIMI TUATHOCTUKY U JICYEHUS C YUETOM Tpeli-
LIECTBYIOLIErO OMbITA, MOJYYEHHBIX 3HAHUN U MepCIeK-
TUB Pa3BUTUS AETCKOU HelipooHkosioruu [3, 4, 7].

Oxkoro 50 % neauarpudeckux omyxoseit LTHC — aro
[JIMOMBI, U3 HUX 15 % — IJIMOMBbI HU3KOM CTEIEHU 3J10-
kauectBeHHoCcTH (low grade gliome, LGG). OMbpuo-

HaJIbHBIE OITYXOJIM COCTaBISIOT 12 %, IprueM valile Bcero
BCTPEYaloTCs MeayJUI00IacTOMBL. Y feteii 25 % omyxoeit
JIOKAJIN3YIOTCST CYMPATeHTOPUATILHO, T. €. BBIIIE TEHTO-
puyMa — HaMeTa Mo3xeuka, 20 % — uHdpaTeHTOpHATb-
Ho. B 12 % cnydaeB TMarHOCTHPYIOTCS OIYXOJIU CTBOJIA,
B 8 % — cyIpaceIsipHbIe OIyXOJIH, B 7 % — OmyXoJiu Kpa-
HUAJIbHBIX HEPBOB, B 6,4 % HAOIIOACHUI — OIYXOJIH Ke-
JYIOYKOB, B 4,3—5 % — oryxosii crimHHOTo Mo3ra [10].

Yacrora npeseHTauuu onyxoyeit [IIHC y nereit or-
JIM4aeTcsl OT OOIIeil KOTOPTHI MAIMEHTOB C OITyXOJSIMU
LIHC. Q. Ostorn et al. B 2014 . onmy01MKOBaIu 4acToTy
Mpe3eHTAIlMN B 3aBUCUMOCTH OT MPOMWIsT METUJINPOBA-
Hug (ta6n. 1) [11].

Cuuraercst, uto 50 % onyxoseit LIHC y neTeii cBsI3aHbI
¢ MYTallAsSIMU, OTIPEIEISIIONINMY Pa3BUTHE CUHAPOMOB,
aCCOIMMPOBAHHBIX C OHKOJIOTUYECKUMU 3a00JIeBAaHUSIMU
(canser predisposition syndrome) [4] (Ta0. 2).

B cBs13u ¢ 3TMM TIpU MOJI03PEHUN HA TaKWe CUHIPOMBI
HEOOXOMMO BBITIOHSTH MCCIIEIOBAHNS HAa BPOXIECHHbBIC
MyTalvu.

CaMbIM BaXXHBIM B OIpENEJICHUN TaKTUKW BEICHUS
nalueHTa sIBJisieTcs TouHas auarHoctuka ornyxosei LIHC
[12—14]. B HacTos11ee BpeMsI B OCHOBE OLIEHKHU ITPOTHO3a
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MeHUHTMOMBI 35,8 1,7
Dino6Gnacroma 15,6 2,6
3J10KauyeCcTBEHHbIE IIMOMBI (6e3

IMaTHOCTUYECKUX YTOUHEHU — 14,2
(BIY))

Omnyxosu ruriodusa 14,7 3,8
Ipyrue 10,7 9,3
Jpyrue acTpoLIMTOMbI = 8,9
Omyxomu 060J109eK HEPBOB 8,1 4,8
ACTPOILIUTOMBI 6,1 —
[TunonaHast acTpoToMa — 17,5
Jlumbombl 2,1

DneHANMapHbIE OITyX0JIN 1,9 5,6
OUroneHAPOrIUOMBI 1,7 0,9
DOMOpPUOHATbHBIE OIMYyXOJIN 1,2 15,7
OuroacTpoIUTapHbIe OMyXOJIN 0,9 0,6
KpaHuohapruHruombl 0,8 4,0
gc;[[;n;g:y(:renno—memq}me 0.4 3,7
HeiipoHasibHble 1 cMelIaHHbIE

HEMpPOHATbHO-TJIHATbHBIE — 6,5

OITYXOJIH
|

Ta6muna 2. Onyxoau [[HC, accoyuuposantvie ¢ OHKOAOUMECKUMU
3ab0neeanuamMu

Menynno6nactoma (SHH-

Topiimna—Torua (Gorline—Gotz)
rpymnmna)

Jlumoma mo3oaucroro Tena [Mau (Pai)
[penpacnosoxXeHHOCTH K pab1o-
WIHOI orryxoJiu (rabdoid tumor
predisposition syndrom)

ATUTNINYHAsS TepaTOUI -
pabaounHas onyxoJib (ATPO)

Imuo6nacroma Tiopxko (Turcot)

[Manuinoma cocyamcToro

JIn—®paymenn (Li—Fraumeni)
CIUICTEHUS

[momsbt nipu Ty6epo3HOM Bonesnb BypHesusis (Bournevil

cKiepo3e disease)
ACTPOLIMTOMBI Heiipodudbpomaros I tuna
Bonesns [unnens—JIunaa
Temanrno6iaacroma LA

(von Hippel—Lindau’s)
|
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Tabmua 1. Cpasnenue 6o3pacmuoii npezenmayuu onyxoaeii LLHC [11]

¥ BBIOOpA JICUEHUST OTIPEICISIIONINUMHK SIBJISIIOTCST TUCTO-
JIOTMYIECKUI BApUAHT OITyXOJI1, €€ MMMYHOTCTOXUMMYIC-
CKME U MOJICKYJIIPHO-OMOJOTMYECKME XapaKTEePUCTUKH,
BO3pacT peOeHKa Ha MOMEHT JIMarHOCTUKU, paclpocTpa-
HEHHOCTh oIyxoJieBoro mpoiiecca (M-cragust o Yanry)
[15, 16].

KnuHuyeckass cuMnToMaTvka IIpU HOBOOOpa3oBa-
Husx LHHHC 3aBucUT OT JJOKaau3aluu OMyXoJu, CTEIeHU
BBIPAXKEHHOCTH OKKJTIO3MOHHON Tuaponedau u BO3-
pacta pebenka. CUMITOMBI y JIeTeil paHHETO BO3pacTa
MOTYT ObITh MUHUMAJIbHBIMU B CBS3M C OCOOCHHOCTSIMU
CTPOEHMSI Yeperna: 3JIaCTUIHOCTh KOCTel deperia, Haau-
Y1e OTKPBITHIX IIBOB ¥ POIHNYKOB, TUTACTUIHOCTb MO3Ta,
3JIACTUYHOCTh COCYIOB, MO3TOMY TAIIMEHT MOXKET JIU-
TeJbHOE BpEMsI OCTaBaThCsl KOMIIEHCMPOBAHHBIM. DTO
MPUBOAUT K HECBOEBPEMEHHOU auarHoctuke [3, 7, 17].
Omyxoiy TOJIOBHOTO MO3Ta y JIeTeil B Bo3pacTe 10 3 JeT
B 75 % ciyyaeB — 3TO OIyXOJIM, 3aHUMalomme 1/3 uHrpa-
KpaHuanbHOro oobema (puc. 1).

Puc. 1. Maenumno-pezonancnas momoepamma (MPT) con06no20 mosea (a)
u mamepuan aymoncuu (6) nayuenma 6 gozpacme 2,5 mecauya ¢ 2ueaHmcKoll
6POACOEHHOL MEPAMOMOLl 20106H020 MO32a C NPUSHAKAMU SHUeparoyene

B c¢Bs131 ¢ 3TUM TIpU 00CIeAOBaHUM AeTel MIaaIIero
BO3pacTa 00s13aTeJIbHBIMU SIBJISTIOTCS: U3MEPEHUE OKPYK-
HOCTH TOJIOBHI (TIIpM TIOBBIIIEHUM BHYTPUUYEPEITHOTO
JABJIEHUsI OTMEYAETCs yBeJMYEHUE Pa3MEPOB TOJIOBbI —
Makpouedanus); KOHCyabTalus oTajibMosora ¢ odsiza-
TEJTbHBIM OCMOTPOM TJIA3HOTO JTHA.

Ecmu omyxons mokammayercss WHQpaTEHTOPUATHLHO
(Tmox TeHTOPMYMOM (HaMETOM) MO3XKeUKa), TUAUPYIOIIH -
MM CUMIITOMaMU OYIyT CJIEAYIOIINE.

* Pannaue cumiitoMsl. [ToBBIIIEHNE BHYTPUUYCPEITHO-
To IaBJICHUS, XapaKTepH3yeMoe KJIaCCHUIEeCKOM Tpuamoit
CUMIITOMOB (TOJIOBHAsI 00JIb B YTpeHHEe BpeMsi, pBoTa 0e3
TOIITHOTHI B YTPEHHEE BpeMsl, IIPUHOCSIIAsl 00JierdeHue,
HapylleHNe 3peHMS (CHIKEHUE OCTPOTHI 3PEHMSI, KOCO-
rjasue)), a Takke 001leii CUMITOMATUKOM: MOBBILIEHHAS
YTOMJISIEMOCTb, YCTAIOCTh, CHUXKEHUE MHTEIICKTYaIbHO-
IO pa3BUTHSI, TIOTEPsI paHee MPUOOPETEHHBIX MOTOPHBIX
HaBBIKOB.

* Ilo3nmHue cuMOTOMBI. MO3X€e4KoBasi CUMIITOMATH -
Ka: KOOpAMHATOPHBIC HAPYIICHUS, aCUHEPIus, aTaKCusl,
HapylleHHe PaBHOBECHS, KPYITHOPAa3MAIIWCTBII CIIOH-
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TaHHBII HUCTArM, TUIIOTOHUS MBI KOHEYHOCTEH, CTBO-
JIOBas CUMMOTOMAaTUKa (MEIKOpPa3MAalIWCThIi HUCTarMm,
TOJIOBOKPYXXEHUE, TUIUIONUS, pa3Hasd UIMPUHA TIa3HBIX
1Ieei, CriaxkeHHOCTh HOCOTYOHOW CKJIaAKU, JeBUALIUS
s13bIKa, THYCABOCTh rOJI0Ca, MTOMEPXUBAHUE).

ITpu nokanM3auu OMyxoiau CynpaTeHTOPUATIbHO (Ha
HaMETOM MO3XEUYKa) OYaroBble HEBPOJOTUYECKUE CUM-
MITOMBI TPEAIIECTBYIOT CUMIITOMAM ITOBBILLIEHUS BHYTPH-
YEPEITHOTO JABJICHUS.

* CynopoxHble MPUCTYIIBI — B PaHHEHW CTaauu Map-
LIMaJbHbIE, POCTHIE, OMHOCTOpOoHHUE. [Ipu ouare B BU-
CK€ — KOMIUIEKCHBIE, TI033Xe — reHepaiu3oBaHHbIe. u-
sHIedaTbHBIE TPUCTYTIBI TIpU omyxojsix 11 xemymouka/
XUA3MBI.

* Hapymienvue MOTOPUKM W YYBCTBUTEIBHOCTU —
nuddepeHIMaMs CyXOXUIbHBIX pedIeKCOB, MaTOJOTU-
yeckue pedekchl (CMMNTOM baOUHCKOr0) ¢ OJHOM CTO-
POHBI, OMTHOCTOPOHHSISI MUPaMUIHAs HEAOCTATOYHOCTH
B KOHEYHOCTSIX, OMTHOCTOPOHHSISI TUTIOCTE3US.

* Hapyliienve 3peHus1 — BbINIaJeHNUE TOJIEH 3peHus,
TOMOHUMHAsl TEMUAHOIICUS, 9K30(TaIbM.

* OxupeHue aubo runotpodus, nonrudarus, Heca-
XapHBIA 11abeT, 3aepKKa pocTa, MPexXIeBPEMEHHOE MO-
JIoBOE pa3BuUTHE — TIpu omyxostsix [11 xkemymouka,/xua3mel.

* HM3MeHeHUs cO CTOPOHBI BBICIIUX MCUXUYECKUX
¢GyHKUMII — HapyluieHMe BHUMAaHUS, pe4yu, Mo3xke — 3a-
TOPMOXEHHOCTh, U3BMEHEHUE JIMYHOCTH.

[ToBbIIEHWE BHYTPUYEPETHOTO JaBJIECHUS, TOJIOBHAS
00Jib, pBOTA, U3MEHEHUS HA MIA3HOM JHE, KaK MPaBuilo,
BO3HMKAIOT Ha MTO3HEN CTaquu pa3BUTUS 3a00IeBaHUS.

ITpu nokanuzauu OMyxoiau B CIIMHHOM MO3Te KJIH-
HUYECKUE CUMIITOMBI MOTYT OBITh ITPEICTABIECHBI OOJISIMU
B criiHe (50 % ciydaeB), pe3sUCTEHTHOCThIO MPU cruba-
HUU TYJOBUILA, ca3MaMM MapaBepTeOpaTbHBIX MBIIIIII,
nedopmalieid cnuHbl (MPOTPECCUPYIOLINN  CKOJIMO03),
HapylIeHWeM TOXOAKU, CHUKEHUEM pedIeKCOB B BEpX-
HUX KOHEYHOCTSIX U YBEJIMYEHUEM B HUKHUX, Hapylle-
HUEM YYBCTBUTEJIBHOCTU B 3aBUCMMOCTU OT YPOBHS MO-
paxXeHusl, TOJOXUTEIbHBIM CUMITOMOM babuHckoro,
HapyleHUsIMU (PYHKIIUU TOJICTOUW KUIIKU, CHUHKTEPOB
MOYEBOTO MY3bIPS, CIA00OCTbIO B HIDKHUX KOHEYHOCTSIX,
CUMIITOMaMU KOMIIPECCUU CIIMHHOTO MO3Ta, KOTOpPBIE
YCWIMBAIOTCS B JIEXXAYeM MOJIOKEHUU U YMEHBIIAIOTCS
B MOJI0OXKeHUU cunst. KpoMme Toro, mpu oleHKe COCTOSTHUS
MalreHTa TpeOyIoT BHUMAHUS CYIOPOXHBIE COCTOSTHUS,
PE3UCTEHTHBIE K MPOTUBOCYAOPOXHOW Tepamuu, Mpo-
TPECCUPYIOILINI XapaKTep HEBPOJOTUYECKUX CUMIITOMOB.

IIpu mrarHoCTHKE MPOBOAUTCS OLIEHKA MEPBUYHOTO
OITyXOJIEBOTO OYara M METacTaTUYECKOTO PACTIPOCTPAHE-
Hug o Yaury (tab6an. 3) [18].

7151 ctanupoBaHUs OLIEHUBAIOTCS U300paKeHUS KOM-
nbtotepHoriToMorpaduu (KT)(ecmTnHETBO3MOXHOCTH BbI-
noauuth MPT ronosHoro mosra), MPT ronoBHoro mosra
C KOHTPACTHBIM YCUJIEHUEM, KOTOPBIE TOJKHBI OBITH MPO-
BEJICHBI Mepel onepauneil g TOro, YToObl ONPEAeIUTh
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Tadmuua 3. Cmaduposanue onyxoaeit [IHC no Yaney [18]

M-cranus Onpenenenne
MO MeracTa3oB HET
Ml OmnyxoJeBble KIETKU B TUKBOPE
M2 MeTacrasbl B Ipejiesiax roJIOBHOro Mo3ra
M3 MeracTasbl B CIUHHOM MO3T
M4 DKCTpaHeBpaJIbHbIE METACTA3bI

JIOKAJIN3aIMIO OTYXOJIU, €€ XapaKTePUCTUKHU, OTHOLIIEHUE
K OKpPYXaIOIIUM CTPYKTypaMm, a Takxke HaJuyue MeTa-
crazoB B apyrue otaensl [IHC. MPT cniunHoro mo3sra
0e3/C KOHTPAaCTHBIM YCWJIEHUEM U IIUTOJIOTUYECKOE MC-
clielIoOBaHWE JIMKBOpPAa HAa HAJIUYMUE OIMYyXOJIEBBIX KIIETOK
HEOOXOIMMBI ISl BBISIBIEHUS BO3MOXHOTO METacTaTH-
YEeCKOTO pacipoCcTpaHeHUsl, OCOOEHHO TMpU MPOBEICHUN
JMUArHOCTUKKM BCeX 3J7l0KadecTBeHHbIX oryxojieit [ITHC
(3MOpPUOHANIBHBIX, 3TMEHAUMAPHBIX OMYXOJIE W TIUOM
pa3IMYHON CTeTneHu 3JI0KauecTBeHHocTu). [locieore-
pauronHsie MPT T0JIOBHOTO U BCeX OTIEIOB CIIMHHOTO
MO3Ta HeOOXOAMMO BBITIONHSTH B TiepBbie 24—72 4 miociie
orepanuu, oleHKy JukBopa Ha 10—14-e cyTku (ocobeH-
HO y TAlMEHTOB CO 3JI0KAYeCTBEHHBIMU OITyXOJISIMU).
Wurepsan 24—72 4 mociie onepaiiiv OrpaHuveH TeM, 4T
B IOCJIEONEPALIMOHHOM TMEPUOJE MPOUCXOIAT HAKOILIEe-
HUE TeMOCHUIEpUHA B 30HE OTIEPATUBHOTO BMEIIIATEIbCTBA
U pa3BUTHE TJIM03a MO3TOBOW TKAaHU, YTO 3HAYUTEHHO
3aTPYyAHSIET OLIEHKY PaluKaTbHOCTH OTepali 1 00beMa
ocraToyHoil omyxonu [7, 17]. Ecnu cpoku Hauana cie-
JYIOIIIETO TocieornepannonHoro stana jeuenust (JIT u/
unu XT) rocsie BBITTOIHEHUSI TIEPBUYHOTO UCCIIETOBAHMS
MPEBBIIAIOT 2 Hel 1 OoJiee U/ WK UMEIOTCST KITMHUYECKUe
MPU3HAKMA HApacTaHUsI HEBPOJOTUYECKOTO NeduiunTa,
HeoOxoauMo npoBeaeHue noBTopHoit MPT rojsoBHoro
U CIIUHHOTO MO3Ta HETIOCPEACTBEHHO Tepesl JIEYeHUEM.
HccnenoBaHue JTMKBOPA BBISBIISIET AMCCEMUHAIINIO OITy-
XOJIEBBIX KJIeTOK (M1-cTaguio); y HEKOTOPBIX JIeTel Me-
tacta3sl B LIHC obHapyxuBaiot ¢ momotisio MPT u KT
(M2—3-cramum). Cucremnbie Metacta3bl BHe LIHC (B ko-
CTSIX, KOCTHOM MO3T€, JIETKUX 1 JUM(PATUISCKUX y3J1ax)
MEepPBUYHO U Ha (hoHE MpoBeAeHUs cucteMHoM X T KpaitHe
penku [19]. UccrenoBanue 2TUX OpraHOB HA METacTa3M-
poBaHUE TIPOBOIUTCSI TIPU PELUAMBAX HEHPOOHKOIOTH-
YeCKOTo 3a00JIeBaHUS 1/UTY TIPU HATMIUY KITMHUYECKUX
TMPU3HAKOB 9KCTPAHEBPATHLHOTO TTOPAKEHUSI.

MPT 6e3/c KOHTPACTHBIM YCUJIEHUEM UMEET HAUTyu-
1ITy10 YYBCTBUTETBHOCTH B uarHocTuKe ormyxoieit LHTHC,
CTAaHJAPTOM CIYXKUT €€ BBIMIOJHEHUE B 3 TMPOEKIIUSIX
u 3 pexxumax (T1, T2, Flair) [3, 17]. Y MaJeHbKUX TTaI-
eHToB MPT npoBoauTcs 1o HapKo30M BBUAY HEOOXOIU -
MOCTH JUTUTEIbHOTO HETIOJIBUXKHOTO MOJIOKEHUS TTalleH-
Ta BO BpeMsI IPOBeAieHUsI uccienoBaHus. Micronb3oBaHue
BHYTPUBEHHOTO KOHTPACTHOTO YCWJIEHUSI 00s3aTesIbHO
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TpY TIPOBEEHUM Bcex nuarHoctuaeckux MPT-uccieno-
BaHuii 1o ooy onyxoJjieit [IHC. KoHnTpacTHOe BeliecTBO
BBOIWTCS BHYTPMBCHHO B CTAaHIAPTHOM TO3MPOBKE: ramo-
MEHTEeTOBasT KMCJIOTa, TaloIMaMUI, rafoTepoBast KUCI0Ta —
0,2 m/xT, Tamo6yTpoa — 0,1 mi/kr. Corpynaukamu HHITLL
JATOU um. Imutpus Porauesa Ob11M pa3paboTaHbl peKo-
MEHIaluM 1o BeinmosHeHuo MPT y neteit ¢ omyxonsiMu
LIHC, xotopele B HacToslIee BpeMsl BHEAPEHBI B MpaK-
TuKy LleHTpa UM peruoHajabHbIX KJIMHUK, YYaCTBYIOIIMX
B TIPOBEICHNI POCCHIICKOTO MCCICIOBAHUS TI0 JICUCHUIO
onyxoJjeii LIHC y nereit.

KT — poctynHas ObIcTpasi CKpMHUHIOBasI AMAarHOCTU -
Ka onyxoJieil (UIMTeAbHOCTb 00caeaoBaHust — 5—10 MuH).
CkaHMpOBaHME MPOBOIUTCS C IIaroM 4 MM 0e3/C KOH-
TPaCTHBIM YCWIEHUEM. DTO aaeKBaTHAas METOAWKA s
OLIEHKU Truapouedalny, KpoBOU3IUSIHUI. g oueHKu
omyxojieBoro Tiporiecca KT 6e3/c KOHTpacTHpOBaHUEM
BBITTOJTHSIETCSI TOJIBKO B CJIydae HEBO3MOXKHOCTH IPOBE-
nenuss MPT.

OdTaIbMOAOTMYECKHUI OCMOTP 0 OIepalu BKITIO-
YyaeT MCCJeNOBaHUE IJIA3HOTO JHA, HA KOTOPOM OKYJIMCT
(ukcupyer crienyiomye MpU3HAKN OITYXOJIM TOJIOBHOTO
Mo3ra: 9K30(dTajibM, 3aCTOi Ha TIJa3HOM [HE, pacllu-
peHue BeH U apTepuii, OJIETHOCTh OHUCKA 3PUTCIHHOTO
HepBa, HapylleHue noeii 3peHust (puc. 2). KoHtponabHoe
HCCIIeI0OBAaHNE BBITIOJHSIETCS TakkKe Ha 8-¢ CYTKM IOCie
orepaiuu, aanee no rpadpuky nposeaeHuss MPT u no no-
Ka3aHMSIM IS OLICHKU JUHAMUKU.

Omek Ha enaznom oHe

Puc. 2. Cpasnenue uzobpasicenuii 2na3noeo oHa é Hopme (a) u npu Haauvuu
Y nayuenma OKKAN3UOHHOU 2udpouedaruu ¢ Npu3HaKamu 3acmos Ha
enasHom oue (6)

OTOHEBPOJOTMYECKMI OCMOTP BBITIOJIHSIETCS C IIPOBE-
IIEeHUEM ayauoTrpaMMBbI UIST OLIEHKH TIEPBUYHOTO CTaTyca
W JIJ19 JMHAMUYECKOTO HaOJIOAeHUsI, OCOOEHHO Yy Malu-
€HTOB, IMOJYYAIOIINX IMOJTUXUMHUOTEPAITIIO C MCTIOIh30Ba-
HUEM TpernapaToB IUIATUHBI, KOTOPbIE MOTYT TOKCHYECKH
BJIMSATH HAa CJIYXOBOM HEPB U BBI3bIBATH HEMPOCEHCOPHYIO
TYTOYXOCTb.

DHIOKPUHOJIOTUYECKOE HCCIeAOBaHUE A0 OIepaluu
U Kaxaple 6 Mec Iociie orepaluy IIPOBOAUTCS MallMeH-
Tam ¢ onyxojsamu III kenymouka, xua3zmMaabHO-CEISIP-
HO1 001acTH, OOJBHBIM, MOJYUYAIOIINM U TIOJIYIYUBIITAM
JIT v moMMXUMUOTEPAITHAIO 1T OLICHKH KaK ITOCJIeICTBUIA
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CcaMoli OTTYXOJIM, TaK Y OTHAJIEHHBIX TTOCIEACTBUI ITPOBE-
JIEHHOTO JICYSHUSI.

DnekTposHuedanorpadgusi TPOBOAUTCS AJISI BbISBIIE-
HUS U ONpeaesieHus] SMUICNTUYECKO aKTUBHOCTU MPU
JIOKaJIU3alUu OMYyXOJU B TOJYIIApUSIX TOJOBHOIO MO3-
ra, a Takxke JUIs1 Togdopa MpPOTUBOCYAOPOXKHON Tepanmuu
M B TIOCJIEAYIONIEM OLIEHKM ee 3(P(PEeKTUBHOCTH.

HetipocoHorpadust — MeTon yabTpa3ByKOBOTO MCCTIC-
JIOBaHUSsI, TIPEACTABISIOIINN COO0M CKPUHUHTOBBIA Me-
TOJ Y HOBOPOKIIEHHBIX U JIETei 10 6 MecsIeB KU3HU.

AHrvorpadusi (kaTeTepHas) PeaKO WCITOIb3YeTCs
B nuarHoctuke omyxosieit LIHC — tonbko B ciyyasix nud-
depeHIMaTbHOM TUAarHOCTMKM OITyXOJIM M COCYIAMCTOM
ManbpopMalum.

MarHuTHO-pe30oHaHCHasl aHruorpadusi OlleHUBa-
eT BacKy/ISIpU3allMI0 HOPMAJbHOW TKaHW (HAIIpUMeED,
OKKJTIO3UY CUHYCOB TBEPIOM MO3TOBOI 000JIOUKH) U OITY-
XOJIA, apTePUOBEHO3HBIC MaJIb(hOPMAIINH.

IMo3utponHo-3MuccronHast Tomorpadus (I19T) mo-
3BosisieT A depeHIpoBaTh PELVIMBHYIO WIA OCTa-
TOYHYIO OMYXOJIb TOJIOBHOTO MO3ra OT JIy4eBOIO HEeKpo3a,
a TaKKe TIOMOTaeT OLIEHUTh CTETeHb 3JI0KAYeCTBEHHOCTH
onyxoJu. [Ist omyxoJieit roToBHOro Mo3ra MH(MOpMaTUBHOMN
apisgercs [19T ¢ 'C-metnonnHoM wii F'8-gropatuiarupo-
3uHOM. [7151 onpeiesieHnst MeTabo3Ma OeIKa UCTTONIb3YeT-
csa '"C-metnonnH [20—22]. Beicokast cTereHb IMOorIoIeHNs
"C-MeTHMOHMHA JOCTOBEPHO YKA3bIBAET HA BBICOKYIO CTe-
TIeHb 3JI0KAYeCTBEHHOCTH oryxond [5, 22]. B Poccnu Tpa-
muoHHO BeIoHgeTca [1DT ¢ 'C-MeTHOHUHOM.

HccnenoBanve JMKBOpa TPOBOAMTCS, KaK yXKe YITO-
MMHAJIOCh BBIIIIE, JUTS TTOMCKa OIYXOJIEBBIX KJIETOK, T. €.
OLIEHKU Hanuuusi M1-craguu, y TaiueHTOB ¢ 3MOpHO-
HaJIbHBIMM, 3MEHIUMAPHBIMU, T€PMMHOTEHHO-KJIETOY-
HBIMU OITyXOJISIMU, CO 3JIOKAaUYECTBEHHBIMU TIJIMOMaMH,
a TakKe IS OTpenesicHUs] YPOBHS OHKOMapKepoB (alib-
da-deTonporeHa M YEJTOBEYECKOTO XOPMOHUYECKOTO
TOHAIOTPOIIMHA B CIIMHHOMO3TOBOM KUAKOCTH). OTH
OHKOMapKephl CHavajia MCCIEIYIOTCSI B ChIBOPOTKE KpPO-
BM, a TIPU X HOPMAJILHOM YPOBHE — HEOOXOIMMO OTIpe-
neneHue B aukBope. [ToBbilieHue anbda-deTonpoTenHa
> 25 HT/MJ U/WIU 4eJIOBEYeCKOr0 XOPMOHUUYECKOTO TO-
HamoTporiiHa > 50 ME/n cBUOETENbCTBYET O HAIMYUMU
CEKPETUPYIOIIEH  IepMUHOICHHO-KJIIETOYHOM  OITyXO-
mm HHC mpu Hanmumuuu crienmduieckoro oopa3oBaHUs
B LIHC 1o manueim MPT. Hanuuue oHKoOMapKepoB B Kpo-
B U/WIN JTUKBOPE W XapaKTepHBIC TaHHBIC OITyXOJEBOTO
o0paszoBaHus, Busyanmsupytomuecs Ha MPT, no3sossior
YCTAaHOBUTDH TMArHO3 TEPMUHOTEHHO-KJIETOUHOMN OITyXOJIN
ILHIHC 06e3 HeoOXOAMMOCTU €ro TMCTOJOTMYECKOro TOA-
TBEPXKACHUSI M HAaYaTh MPOTMBOOITYXOJIEBOE JieueHHe Oe3
oIepaTUBHOrO BMellaTeabcTBa. HeobxoaumMo TMOMHUT,
YTO JIIoMOaibHasl MyHKIIMSI OMacHA TPY HAJIWYUK Heolle-
PUPOBAHHBIX OMYXOJIEH 3aAHEN YEPEITHOMN SIMKU U OITyXO-
JISIX MUHEeaJIbHOM JoKanu3aluuu. JlromOanbHasi MyHKLIMS
MPaKTUIECKN Bceraa Bo3MoxkHa Ha 10—21-i geHb mocie
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onepanuu (yoaJieHusl OTyXOJIW) WM BHYTPUUEPETTHOW [ie-
komrpeccuu. [loaromy mepen TpoBeieHNEM TUAarHOCTH-
YeCcKOH JIIOMOAJIbHOM TIYHKIIMW 1 TIPU HAJTMIUU OITyXOJIN
HEeoOXOomMMa KOHCYJIBTAlMSl HEUPOXUpypra O BO3MOXKHO-
CTH BBITIOJTHEHMS TAKOTO BMEIIIATEThCTBA.

Tucromornyeckoe, MMMYHOTUCTOXUMUYECKOE HCCIIe-
JIOBAaHUE TKAHU OITyXOJIM TIPOBOAMTCSI TIOCTIE OTEpaIlvi.
Hanpumep, ipn MenyyutobaacTomMe UTsl OLEHKW MTPOTHO-
32 YYMTHIBAIOTCS TUCTOJIOTMYECKUIT BapuaHT (MJIW THIT)
omnyxojim  (aHarIacTU4IecKast/KpyImHOKJIETOUHAsT MeIyJI-
JIo0J1acTOMa XapaKTepU3YIOTCSl HETATUBHBIM TTPOTHO30M)
U €e UMMYHOTUCTOXUMUIECKIE XapaKTePUCTUKU (HATIPU-
Mep, TIOJIOXKUTENIbHAS sIepHasi dKCIpeccust [B-KaTeHWHa
CBUIETENIBCTBYET O TIO3UTUBHOM TTPOTHO3E).

B Hacrosiiiee Bpemst IpOBOASITCSI MHOTOYMCIICHHBIE MC-
CJIEIOBAHUST TEHETUIECKUX MYTAIlil OITyXOJIEBBIX KJIETOK
pa3MIHBIX oryxoJjeil. Hampumep, Ha OCHOBE TaKUX MCCIe-
JTIOBAaHMIA BBIIEICHO 4 TUCTOMOJIEKY/ISIPHBIX TPYTITHI MEITYJI-
sgobnactom (WNT (Wingless Intergrationl pathway), SHH
(Sonic Hedgehog pathway), rpynma 3 u rpynmna 4), 9 rpynn
SIIEHIMMAPHBIX OITyXOJIei (B 3aBUCMOCTH OT JIOKATU3allun
OTIYXOJIU W BBISIBIEHHBIX MOJIEKY/ISIPHO-TEHETUUECKIX Xa-
pakrepuctuk), 3 rpynmnsl ATPO (ATPO-TYR, ATPO-SHH,
ATPO-MYC), 4 rpynmsl mmobnactom (IDH, K27M, G34,
WT), KoTopble OTIMYaIOTCs JeMorpapuyecKuMu Mokasa-
TEJISIMUA, TEHETMYECKUMU MYTallUsIMU, UX TTYTSIMU aKTUBa-
LIMM U KIMHUYECKUM TTporHo3oM [4, 23, 24]. B HacTtosiiee
BpeMsl B 3aBUCUMOCTHM OT 3TWX XapaKTEPUCTUK TIPEATpPH-
HMMAIOTCSI TIOTIBITKM WHIVBUAYIU3AMK JICYCHUS, Ha-
TPABJICHHOTO HA MUHMMM3AINIO TOKCUYECKUX 3(D(HeKToB
JIedeHUsT Yy OOJNBHBIX C OJIATONPUATHBIM TTPOTHO30M, KOTO-
PBIM MOXHO PeIylIMpOBAaTh JIeUeHUE, TTOJI00paTh TAPTETHYIO
Tepanuio. B HacTostiiee BpeMsT UCTIONB3YIOTCS CIIEMYIOIIIe
MOJIEKYJISIPHO-TEHETUIeCKNEe METOJNKHU: METWIMPOBaHUE
JHK (Illumina 450(850)k array), aHau3 3KCOpPEeCCUU Te-
HoB MetogoM NanoString nCounter ¢ npenBapuTeIbHbIM
BbIJIEJICHUEM 1 Ka9eCTBEHHO! OLIEHKOW pUOOHYKIIEMHOBOM
KUCJIOTHI M3 OITyXOJIEBOTO MaTepuaia, orpeesieHre 1uTo-
TeHeTUYeCKrX abeppaluii MeTogoM (ITyopeclieHTHOW TH-
OpUIU3aLIVU in Sifu U MHOXECTBEHHOU JIMTa3HO3aBUCUMO
aMTUTMUKAIINA 30HIOB C TIPEABAPUTEIEHBIM BbIICICHUEM
U KauecTBeHHOI oueHKoi JIHK 13 TkaHu omyxosu, MyTa-
LIMOHHBIN aHanu3 [4, 7]. PedepeHCHON MeTOOMKOI Ha ce-
TOIHS cuuTaeTcs Metoauka MetrarpoBanust JTHK.

Ha ocHoBaHWM YCTAaHOBJIEHWSI WHTETPUPOBAHHOTO
TMCTOMOJIEKYJISIPHOTO auarHo3a omyxoiu B 2016 I. Gblia
MpUHSATA cOBpeMeHHas kinaccudukanus omyxoneit [IHC
[25]. Jliobas knaccudukauuss — YCIOBHOCTb, OIpeje-
JIEHHAsT JOTOBOPEHHOCTh aBTOPOB C YMUTATEJIEM, KOTOPhIE
B KOHKPETHBII OTPEe30K BpPeMEHU JOJIKHBI Pa3roBapruBaTh
JIPYT C JIPYTOM Ha OJTHOM $I3bIKe U TIOHUMATh, O YeM UIIET
peub. [1aBHOE, YTOOBI 3Ta KIacCU(UKAIUS HE TPOTUBO-
peunsia OCHOBHBIM TIPUHIIMIIAM COBPEMEHHBIX 3HAHUU
B Ouosornu u menuuuHe [8]. CoBpeMeHHas Kiaccudu-
Kalisl OCHOBaHA HE TOJTHKO HA TMCTOJIOTMYECKOM Bapu-

TEMATOJIOTMM u OHKOJIOT MU

aHTe OTTYXOJIM M CTETIEHU ee 3JT0KaYeCTBEHHOCTH, KaK 3TO
OBITO B TIPENBIIYIINX BEPCUSIX KIaccudukamm, HO U Ha
MOJIEKYJISIPHO-TEHETUIECKNX XapaKTEPUCTUKAX OITyXOJIn
(Tabm. 4) [25].

CoBpemeHHast Kjaccudukanusi, MpyuBeIeHHAsT BBIIIE,
OTJIMYAETCS LIETBIM PSIZIOM U3MEHEHWN OT TIPebLIyIeit
Bepcuu Kiaccudukanuu onyxoseit HHC BO3 2007 . [15].

» [lpencraBneHa HoOBasi KOHIEMIINS (DOPMUPOBAHUS
nuarHo3oB omyxosield [IHC B 3aBUCMMOCTM OT TIpUMEHe-
HUST MOJIEKYJISIPHO-TEHETUUECKUX UCCIIEIOBAHUIA.

» NzaMeHeHa KoHUenus [u@dy3HbIX TJIUOM C MOSIBJIE-
HUEM TeHETUIeCKuX (hopm.

* V3MeHeHa KOHIIETIIUS MeIyUT00IacTOM C TIOSIBIIe-
HUEM TeHETUIeCKuX (hopm.

* McKmodeH TepMUH «IIPUMUTHUBHAST HEMPOSKTOIEP-
MaJbHasl OTYXOJIb», TIPEIJIOKEHBI HOBBIE BapUAHTHI M-
OpUOHAJIBHBIX OMYXOJIEH.

* BoimeneHbl reHeTHYeCKN Bepr(PUITMPOBaHHBIC Bapy-
AHTBI STIEHANMAaPHBIX OITYXOJIEH.

* [TosiBUITMCH BHOBB OTpesie/ieHHbIe (DOPMBI U BApUaH-
ThI, TATTEPHBI:

- IDH-pukuit Tun u IDH-myTaHTHBIA THUI
IM00J1aCcTOM;

- muddysHasa cpenuHHasg ravoma, H3 K27M-my-
TAHTHBIU THUIT;

- OBMOpUOHATBHAS OITyXOJIb C MHOTOCJIOWHBIMUA PO-
3etkamu U ansrepaumeit C1I9MC nokyca (ETMR);

- srreHauMoMa, RELA-fusion-nio3utrBHasT,

- muddysHasi TIIMOHEUPOHATbHAST OITyXOJIb MSATKHMX
MO3TOBBIX 000JIOUEK;

- aHarutacTuyecKasl rieoMopdHas KCaHTOACTPOILIN-
TOMa;

- MUTETMONTHAS TITMO00IaCTOMA.

* VnaneHue crapbix (hOpM, BADMAHTOB ¥ TEPMUHOB:

- TIPOTOIIa3MaTUYECKU U (pUOPUIUTIPHBIN Bapu-
aHTBI aCTPOIIUTOMBI;

- KJICTOUHBI/ BAPUAHT STMEHIVMOMBI;

- TVIMOMATO3 TOJIOBHOTO MO3Ta;

- U3MEHEHUST B COJUTAPHBIX (PMOPO3ZHBIX OITyXOJISIX
¥ TEMaHTUOTIEPUITUTOMAX;

- TepMUH <«IIPUMWTHUBHASI HEWPOIKTOAEpMabHASI
OITyXOJIb».

* VYnopsimouuBaHue Kiaccu@ukaluu o00JoYeK He-
PBOB U IPYTMX ITBAHHOM.

* VBenuueHue ¢GhopM, BKITIOUAsl TeMaTOMTOATHUYECKUE/
Jumbounaneie onyxonu LHIHC (mum@omsbl u ructuonurap-
HbIE OITyXOJIN ).

Takum obOpazom, coboaeHre CTaHAAPTHBIX MOAX0-
noB B nuarHoctuke omnyxojeit HHC y neteit ¢ yuerom
COBPEMEHHBIX TPEOOBAaHUI TTO3BOJIMUT YJIYUYIIUTh Kade-
CTBO IWAarHOCTUKM B BepU(DUKAIIMY AUArHO3a U COOTBET-
CTBEHHO IMOJ00paTh MaKCUMaJIbHO MPaBWIHLHOE U HaW-
MeHee TOKCUYHOE JieueHUe 11 KOHKPETHOTO TIallMeHTa
U YJIyYIIUTHh BHIKUBAEMOCTD JIETEH, OOJBHBIX OITyXOJIsI-
mu ITHC, B nenom.
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Tadmuua 4. Knaccugpurxayus onyxoneit IIHC (Bcemupnas opeanusayus 30pasooxpanenus (BO3), 2016 e.) (nauano) [25]

HuddysHas actpounutoma, IDH-MyTaHTHBII THIT

TemucrounTuyeckas actpourroma, IDH-MyTaHTHBII THTT

[uddysnas acrpouuroma, IDH-aukuit Tun

HuddysHas actpouutoma, BAY

AHaractTruueckas actpountoma, IDH-MyTaHTHBIN TUIT

AHarnactuyeckas acrpounrroma, IDH-nukuit tun

AHariactTuyeckas actrpourroma, bAY
Dimo6nacroma, IDH-nukuii Tun

TuraHrokjaeToyHas ModIacToMa
I1nocapkoma

DnuTenrounaHas ModiacTomMa
Dino6nacroma IDH-MyTaHTHBINM THIT
Imuo6nacroma, BAY

HuddysHas cpenmaHas rimoMa, H3 K27M-MyTaHTHbBI
THUIT

OnuroneHaporiauoma, IDH-MytanTHbII THI 1 1p/19q-
Koneseust

OnuroneHaporiauoma, bIY

AHariactTuyeckas onuroneHaporiamoma, IDH-MyTaHTHBI
tun u 1p/19g-Konmenenus

AHariactTiyeckas onuroaeHaporivioma, b1y
Onuroactporutoma, 1Y

AHaracTiyeckas oauroactpouuroma, bAY

Jlpyrue acTpolMTapHbIe OMyX0Ju

TMunounTapHas acTpouTOMa

TTunoMuKkcouaHas acTpouuTomMa

Cy0aneHnMuMapHast THTAHTOKJIETOYHAsST aCTPOLIUTOMA
TTneomopdHas KcaHToaCTpoLUTOMA
AHaruiactTuyeckas mieomopdHasi KCaHTOaCTPOILMTOMa

DneHAMMapHbIE OITyX0JIN
Cy03neHanMomMa
MukconanuuisipHast aNeHIMMOMa
DneHauMomMa

l'[am/mnﬂpHaﬂ SIECHIUMOMa
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9400/3

9411/3
9400/3

9400/3

9401/3

9401/3
9401/3

9440/3

9441/3
9442/3
9440/3
94453+
9440/3

9385/3*

9450/3

9450/3

9451/3

9451/3
9382/3
9382/3
9421/1
9425/3
9384/1
9424/3
9424/3

9383/1
9394/1
9391/3

9393/3

Jn3sMOpuoIIacTuuecKasi HeipoamuTeInalbHast
OITyXOJTb

Ta"rmmonnToma
Tanrauorioma

JucnmacTudeckas uepedeuisipHast TaHIJIMOLUTOMA
(6071e3Hb Jlepmutra—I10KI10)

Jlecmorutactuueckast MHGMOaHTUIbHAS aCTPOITUTOMA
U TAaHIJIMOIIMOMaA

TMamuisipHasi TTMOHEWPOHATbHASI OTTYXOJTb
Posetkoobpasytoliasi NIMOHepoOHaIbHAs OIyXO0JIb

JuddysHast riimoHepoHallbHAas OMYX0Jb MSITKUX
MO3TOBBIX 000JI0YEK

LeHTpanbHas HeiipoliuTomMa
DKCTpaBEeHTPUKYJISIPHASI HEHPOILIUTOMA
LlepebesuisipHast TMITOHEHPOLIUTOMA
IMaparanriroma

Ornyxo/ii MMHeaIbHOM 00JacTh

TMuHeouuTomMa

OnyxoJb TAapeHXUMBI IMUITKOBUIHOM XeJIe3bl MPO-
MEXYTOYHOI 1 hepeHIIMPOBKU

INuHeobaacTroma

TManuinspHast onyxoJib MMHEealIbHOM 001acTH

DMOpUOHAIbHBIE OITYXOJIHN

Menymio6iactoMa, orpesaeieHHasi TeHeTUYeCKU
Menynnoonactoma WNT

Menymno6aactoma, SHH + TPS53-MyTaHTHBII THIT
Menynnoonactoma, SHH + TP53-aukuit Tum
Menynno6aactoma He WNT/He SHH
MenysutobaacTomMa rpyrmbl 3

Menynnobiactoma rpynisl 4

Menymno6iactoma, onpeaeeHHast THCTOJIOTMYEeCKN
JlecMoriacTryeckasi/Homy IsipHast MeTyJiio0iacToma

Meny1o61actomMa ¢ pacrpocTpaHeHHOM HOTYJIsIP-
HOCTBIO

MenynobiactoMa Kiaccuyeckast

Menymio6iacToMa aHaIIaCTHUECKasT/KPYITHOKIIE -
TOYHAsE

Menymio6inacroma, BIAY

]_ 2017 MII

9413/0

9492/0
9505/1

9493/0

9412/1

9509/1
9509/1

9506/1
9506/1
9506/1
8693/1

9361/1

9362/3
9362/3

9395/3

9475/3*
9476/3*
9471/3
9477/3*

9471/3
9471/3
9470/3
9474/3

9470/3
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DMOpUOHATbHAST OITYX0JIb C MHOTOCTOMHBIMU PO3ET- "
BB kamu u ansrepanueir C19MC nokyca (ETMR) RIS

HOAro

CBeTJIOKJIETOYHAs SNIEHAMMOMA

TaHuuMTapHas SNeHIUMOMa 9391/3 Eﬁiﬂg’;;ﬂwaﬂ SISO L e 9478/3
Bnenanmoma, RELA-fusion-niozutusHas 9396/3*  Menyulosnurenauoma 9501/3
AmHaruiacTruieckasi dNeHAUMOMa 9392/3 LIHC, neitpobiactoma 9500/3
Jlpyrue TiiMoMbl — IIHC, ranrnuoHeiipo6iactomMa 9490/3
XopnouaHas rauoma 11 xemynouka 9444/1 LIHC, sm6puoHanbHas omyxoib, BAY 9473/3
AHruoueHTpryeckas NimoMa 9431/1 ATPO 9508/3
ActpoGractoma 9430/3 )I(laI;aCK’T Zggfﬁ’éﬁ‘;ﬂa" T @ I TR 9508/3
OI1yX0Ji COCYIMCTOTO CILIETCHUS — OryXoJi HEPBOB IOJIOBHOTO U CIIMHHOTO MO3Ta -
[Tanumutoma cocyucTOro CruieTeHust (XOpMouAnanuwioma) 9390/0 LlIBanHOMA 9560/0
ATunyeckast marnuuioMa COCYIUCTOTO CTUICTEHUS 9390/1 Kitetounast ntBaHHOMA 9560/0
KapuuHoma cocyaucToro cruieTeHust (XopuouaKapLuHoMa) 9390/3 [Mnexcudopmuas mBaHHOMA 9560/0
MenaHouTryeckasi IBaHHOMa 9560/1 OcTeoxoHIpoMa 9210/0
Heiipodpubdpoma 9540,/0 Octeocapkoma 9180/3
Atunuyeckas Heliporudpoma 9540/0 MenaHOLIMTAYECKHE OITyXOJIU

[Mnexcudopmuas Heitpobudpoma 9550/0 MeHuHTreanbHbli1 METAHOLIUTO3 8728/0
[Tepuneiipoma 9571/0 MenuHreanbHas MeJaHOLUTOMA 8728/1
CMelaHHbIe OIyX0JIM 000JI04YeK HEPBOB — MeHuHTeabHasl MeJTaHOMa 8720/3
3J10Ka4eCTBEHHbIE OIyX0JIM 000JI04eK MeprudepudecKux 9540/3 MeHUHEeANbHELA MeTAHOMATOS §728/3

HepBoB (malignant peripheral nerve sheath tumors)

DIUTETMOUIHBIC 3TOKAYECTBEHHBIE OITYXOJIM 000JI0YEK
9540/3 JInmpomer —
nepudepruyecKux HepBOB

3510KaYeCTBEHHBIC OITyXOJIM 000JI09eK TIeprdeprIecKrx
b2 . pHd pu 9540/3 JuddysHas kpynHokieTouHas B-nmumdoma [THC —
HEPBOB C MepUHEBPaIbHOU TU(dOEepeHIIMPOBKOIM

JIumdoma [ITHC, accoummpoBaHHasi ¢ MMMYHOJIE-

MeHUHTMOMBI — -
bunnrrom
CUHAPOM MPUOOPETEHHOTO UMMYHOAE(DULIUTA,
MeHuHrnoMa 9530/0 accouuupoBaHHas b dy3Hass KPYITHOKIETOYHAs —
B-numdoma
MeHMHTOTENATbHAS MEHMHTHOMA 9531/0 ST | 551glp TR B S0l [ O -
kierouHasi B-numboma, BIAY -
a
Dubpo3Hast MCHUHTIOMA 9532/0 JIumbomaTonaHbIT TpaHyIeMaTo3 9766/1 :
£
[lepexonHas (cMelIaHHas ) MEHUHTHOMa 9537/0 HuTtpaBackynsipHasi KpymHOKIeTouHasi B-mumboma 9712/3 )
=
= i @®
[lCaMMOMATO3HAS MCHIHITOMA 9533/0 B-xnerounas numdoma LITHC Hu3Ko# creneHn . =
37I0KAYECTBEHHOCTH =
=
AHrromaro3Hasi MEeHUHTMOMa 9534/0 T/NK-T-knerounas mumdoma LIHC = _
)
(=%
MuKpoKHCTO3HAsI MEHUHTHOMA 9530/0 AT P Ol L O 5 AR D0 9714/3 [
ALK-no3utuBHast ™
=)
(—]
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Knaccugpuxayus onyxonei I[HC ( Bcemupnas opeanuszauus 30pasooxpanenus (BO3), 2016 2.) [25] (npodoaxcenue)

9530/0 AHaracTuueckasi KpyrmHOKIJIeTOYHas TuMboma, 9702/3
ALK-HeratusHast

HOAro

CerCTOpHaH MCHUHTUOMa

9530/0 T-numboma TBEpIOit MO3TOBOI 000JOUKH (Mucosa- 9699/3

MeHuHrromMa ¢ IMMOoIIa3MOoLUTapHOM MHMUIBTPpALIEI s st el (s, ROAILT)

Merannactuyeckass MEHUHTOMA 9530/0 TucTrounTapHblie Omyxoau -
AHTMOMaTo3Hasi MEeHUHTMOMa 9538/1 Tictuounros Jlanrepranca 9751/3
CBeTIOKIIeTOUHASI MEeHMHTHOMA 9538/1 Bonesns Dpnreitma—Yectepa 9750/1
Atunuyeckasi MEHUHTHOMA 9539/3 Bonesns Pozan—/lopdmana —
TManunsgpHasi MEHMHTMOMa 9538/3 IOBeHMIbHAS KCAHTOTpaHyJIeMa —
Pabnonanaa MeHnHTOMA 9538/3 TucTrounTapHas capkoma 9755/3
AmnarutactTuyeckasi (3710KayecTBeHHas) MEeHMHIMOMa 9530/3 [epMUHOTeHHO-KJIETOUHBIE OIYXOJIN =
MeseHxumaabHble, HEMEHUHTOTEINATIbHbIE OITYXOJIH — TepmuHOMa 9064/3
ConurapHas ¢huOpo3Has OIyXoJib/TeMaHruonepuIToma™* — OMOproHaNIbHAsT KapLIMHOMA 9070/3
Grade I 8815/0 OmyXoJIb XeJITOYHOTO MelllKa 9071/3
Grade 11 8815/1 XopuoHKaplrHOMa 9100/3
Grade 111 8815/3 TepaToma 9080/1
Temanrno6macroma 9161/1 3penas TepatomMa 9080/0
Temanrnoma 9120/0 He3spenas repatoma 9080/3
DnuTeIMonaHAs TEMAaHTMOHIOTEIMOMA 9133/3 TepaToma co 3J10KaueCTBEHHOM TpaHchopMalueit 9084/3
AHruocapkoma 9120/3 CMelIaHHO-KJIeTOYHbIE TePMUHOTEHHbIE OITyXO0JIU 9085/3
Capkoma Kamommm 9140/3 OnyxoJu ceJuIIpHOIA 00J1acTh —
gg&%ﬁ;gf:};z/ ggﬁggmqecme R e 9364/3 Kpanuodapunruoma 9350/1
Jlunoma 8850/0 AlaMaHTMHOMOTIOIOOHAsT KpaHNOo(hapuHTIoMa 9351/1
AHTHOIUIIOMA 8861/0 IManumisipHas KpaHuodapruHIHoMa 9352/1
TuGeproMa 8880/0 gITJ;HyHHpHO—KJIeTO‘IHaH OITyXOJIb CEJUISIPHOI 00J1a- 9582/0
Jlunocapkoma 8850/3 [Muryniuroma 9432/1
DubpomMaTo3 IeCMOUIHOIO TUIIA 8821/1 BepeTeHokeTouHast capkoma 8290/0
Muopubpobiactoma 8825/0 MertactaTuueckue oImyxoiaun —
BocnanurenbHast MuohuopodiacTuueckas ormyxoib 8825/1 Mopdonornyeckue Koasl uz ICD-0O:

* 0 — 3pesible OIyXouu;
®ubpo3Has rUCTHOUMTOMA 3pesiast 8830/0 * 1 — HecrneundUYHOE, TOrPAHMYHOE MM HEYTOUHEHHOE TTOBe/Ie-
Pubpocapiosa 8810/3 HHZ Oi[yltzgll;ll;/lHOMa in situ v Grade Il MHTpasnuTenMaIbHas
HenuddepeHunpoBaHHas niaeoMopdHasi capKkoMa/3710Ka- 8802/3 Heor1asusi;
4yecTBEeHHS (prOpO3HAast TMCTHOLMTOMA * 3 — 3J10Ka4YeCTBEHHbIE OITyXOJIH.
Jleitomuoma 8890/0 Knaccudukanmss mMommdunpoBaHa B COOTBETCTBUM C HOBBIM
Jleiiommrocapkoma 8890/3 TMOHUMaHUEM OMOJIOTUU OITyXOJIE.
Pabnomnoma 8900/0
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Knaccugpurayus onyxoneii I[HC (Bcemupnas opeanusayus sopasooxpanenus (BO3), 2016 ¢.) [25] (okonuanue)

Pabnomuocapkoma
XoHapoma
XoHIpocapkoMa

Ocreoma

8900/3
9220/0
9220/3
9180/0

Ilpumenanue. ICD-O — Mexcoynapoonas kaaccugukayus Oonesneli no onKoaoeuu; * — Hoevll K00, ymeepycoennviii Komumemom no ICD-O
Mexcdynapoonoeo azenmemea no uzyuenuio paka/BO3; ** — epetidune ¢ coomeememeuu ¢ kaaccugpuxayueti BO3 2013 e. no onyxoanm maekux mrxaueil

u Kocmell.
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Ocof6eHHoCMuU MEmoAuKu npoBeieHus MarHumHo-pe3oHaHcHoi
momorpaduu roNoBHOro U CNUHHOro Mo3ra y aemei
C ONYXO0NEBbLIMU NOPAKEHUAMU UEHMPaNbHOU HEPBHOIl CUCMEMbl
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HO020 M032a y Oemell ¢ OnyxXoaamu ueHmpanvHoil Heperoti cucmemsl (LIHC). Jlannvie pexomenoayuu pazpabomarvl Ha 0OCHO8e COOCMBEHHO20
001bUL020 OnbIMa 6 nposedeHuu maxkux uccaedosanuii Ha 6aze HHITI[ JITOH um. Imumpus Poeauesa, onvima evinoanerus peghepeHcHoeo
anaauza MPT-uccredosanuii [IHC, ébinonnenHbix 6 Opyeux neueOHbIX yupedcOeHUsx, U e@pOneicKko2o onvima nposederus u peghepeHcHo20
anaauza MPT I[HC 6 pamkax mexncoynapoOHbiX MyAbMUUEeHMPOBbIX UCCAEI08AHUIL.
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Features of a technique of magnetic resonance imaging of the brain and spinal cord in children
with neoplasms of the central nervous system

A.V. Artemov, G.V. Tereshchenko, E.V. Kumirova

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

This article provides recommendations for the brain and spinal cord magnetic resonance imaging (MRI) technique in children with neoplasms
of the central nervous system (CNS). These guidelines are made up on the great first-hand experience of such studies in the Dmitry Rogachev
National Research Center of Pediatric Hematology, Oncology and Immunology, experience in MRI reference of the CNS made in other
medical institutions, and European experience in MRI of the CNS and reference analysis in the framework of international multicentre
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studies.
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BbknBaeMOCTh JeTeil ¢ OMyXOJSIMM LIEHTPaJIbHOM
HepBHoli cucteMbl (LIHC) B mocinegHue necsTuiieTus
yBeanumaack ¢ 30 o 70—90 %. DTo mpou3oILIo 3a cyeT
BHEAPEHUS B MPAKTUKY HE TOJHKO COBPEMEHHBIX BBICO-
KOTEXHOJIOTUYHBIX METOAUK TUATHOCTUKU U JIEYEHUS, HO
U TIPOTOKOJIOB, B paMKaX KOTOPBIX BBIACISUIUCH TPOTHO-
CTUYECKUE TPYIIbI, U3yYaTUCh KIIMHUKO-MOPGhOIornye-
CKME 1 MOJICKYJISIpHBIC TIPEIUKTOPHI OTBETA Ha JICUCHHUE,
COBEPILICHCTBOBAINCH KOMOMHAIIMM LIMTOCTAaTUYECKUX
npenapaToB, BHEIPSUIUCh HOBbIE TapreTHbIE Mperaparhl.
TeHaeHUUS K OpraHU3aluy MYJIbTULEHTPOBBIX UCCEN0-
BaHWIl C CO3MAaHMEM PETUCTPOB OOJBHBIX U BBIPAOOTKOM
eIUHBIX TTOAXOI0B K TMATHOCTUKE U JICYCHMIO, a TaKXkKe
pedepeHcy, MO3BOJUT MOJYYUTh OTBETHl Ha KIMHHUYE-
CKU 3HAYMMBbIE BOITPOCHI — KOMY, KOTIZIa U ¢ KaKOi 1LIeJIbI0
ODKHA Ha3HAYaThCS Ta WM WHas Tepamus, a 3HAJuT,
00eCIeynT M WHAWBUAyAIM3allvio JiedeHUs. MarHur-
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Ho-pe3oHaHcHas1 Tomorpadus (MPT) — 310 oaguH u3
MeTonoB B auarHoctuke omyxosieit LIHC y nmereit, Tpe-
OYIOIINX TOYHOM MHTEPIIPETAIINM ITOJYYCHHBIX JaHHBIX
B paMKaxX MYJIBTUIICHTPOBBIX UCCICIOBAHM C IIETbIO BBI-
Oopa MpaBWJILHOrO Je4eHUus I mauueHToB. ITosTomy
pedepeHc MPT cran craHgapTHO NMPUHSTHIM MTOAXOAOM
B MHpEe B pamMKaX pabOTBl B MYJIBTHIICHTPOBOU TPYIIIE
npotokojya. C 2015 . ®HKI AIOU um. Amutpust Po-
rayeBa (HeiHe — HHITL ITOU um. Amutpust Porayesa)
WHALIMPOBAJI MYJBTULIEHTPOBOE MCCIIEIOBAaHNE, TTOCBS-
eHHoe JiedeHuto onyxoseit LIHC y nereit, — «Poccuii-
ckoe ucciaegoBanue Ha ocHoBe HIT-MED pekomenaa-
it auist maryeHToB ¢ onyxoiasmu LIHC 2014 r.», koTopoe
MPU3BAHO OOBEAUHUTH PErMOHAIbHbIE ILIEHTPHI, CIELU-
anusupylomuecs: B JiedueHuu onyxoseit LIHC y nerei,
B MYJIETUILICHTPOBYIO TPYIITy, paOOTAIONIyIO 10 SIWHBIM
CTaHIapTaM IMarHOCTUKM W JICUCHUs, M, COOTBETCTBECH-
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HO, YJIYUYIIUTh BBDKMBAEMOCTH JETEH, CTpamaloliux Me-
IyJui00JacTOMaMU, TUHEOOJaCTOMAMU, IPYTUMU BM-
OpUOHATBHBIMU OMYXOJISIMU Y 3MEHIUMOMaMU. JlaHHOe
KCCIIeOBaHUE TIPEANOJIaraeT LeHTpaIu3aluio pedepeH-
ca IMarHOCTUKU U JedeHus Takux nauveHtoB B HHITLL
JATOU um. Imutpus Porayesa.

ITpu omyxonesbix nopaxenussx HHC MPT gsnsert-
cg Haubosiee MHOOPMATUBHBIM METOAOM IUATrHOCTUKU
[1, 2]. OH mpumMmeHseTcs I BBISIBICHUS OMYXOJIEBOTO
nopaxeHus: u AuddepeHManbHON AMATrHOCTUKHU C IPY-
rumu nopaxkeHusmu LHHC, onpeneneHust nokaiuzalnuu
U B3aMMHOTO PACMOJIOXKEHUSI C Pa3IUYHbIMU aHATOMMU-
YECKUMU CTPYKTYpaMHU, pa3MEPOB U 00beMa OIyXOJIU, €€
CTPYKTYDBI, BBISIBJICHUS] BO3MOXHBIX METACTa30B B BEllle-
CTBE MO3ra U M0 MO3TOBBIM 000J104KaM [3]. B HeKOTOphIX
cayvyasx MPT mo3BosisieT mpeanoaoXuTh TUCTOJOTUYe-
CKylo nmpupony onyxosu [4]. Bo BpeMs u riociie ieueHus,
a TaKXe B OTHAJCHHBI MEpPUOA METOH MO3BOJSIET Ole-
HUTb AUHAMUKY TTopaxeHus. OnqHako 115 3(pHeKTuBHOTrO
pelIeHus 3TUX 3aJa4 MPUHIUITUATbHOE 3HAYUEHUE UMEIOT
xapaxkrepuctuku MP-toMorpada 1 npaBuibHast METOI-
Ka BBIMOJIHEHMS UCCIenoBaHusd |3, 6].

B namem Llentpe BeimosHsiercs o 50 MPT-uccre-
JIOBAaHUI1 HEUPOOHKOJOTMYECKUX MAIMEHTOB B MECHII,
a TakxXe MPOBOASATCS pedepeHCHbIe (IKCIEPTHBIE) Tie-
pecmoTpel MP-uccnenoBaHuii HEWUPOOHKOJOTMYECKUX
MAlEeHTOB, BBIITOJTHEHHBIX B IPYTUX JIEUEOHBIX yUpexKIe-
Husx. B HacTosuiee Bpems ¢ ohopMIeHNEM MUCbMEHHBIX
pedepeHCHbIX 3akIlYeHuil mepecmarpuBaercs 12—15
KCCIIeOBAaHUI B Mecsll. B 0c000 CIOXHBIX Cllydasix Uc-
CJIEIOBAaHUSI HaMpaBISIOTCS Ha pedepeHCHBbIN TIepe-
cmotp B [epmanuio npodeccopy Monnke Bapmyr-Mertig

TEMATOJIOTMM u OHKOJIOT MU

(Monika Warmuth-Metz) — pyKoBOAUTEJIO €BPONENCKO-
r0 pehepeHCHOTO LIEHTPA MO JIy4eBOU TMarHOCTUKE OTTy-
xoJiert LIHC y neteit Ha 6a3e YHUBEPCUTETCKON KIMHUKU
r. Bropuoypr, sasistoineiics gydymum B EBporie crienu-
anucToM B 3Toil obnactu. Kaxk Hami, Tak U MHUPOBOM
OTBIT TOKAa3bIBAIOT, YTO HEMPABWIBHO BBITTOJTHEHHOE
MP-uccienoBaHue B psifie CIy4aeB He Ja€T BO3MOXHOCTHA
MPaBUJIBHO CTaIUPOBATh OIYXOJEBOE IMOPAXEHUE, UYTO
MOXET MPUBECTU K KPUTUUECKUM OIIMOKAM B JICUYCHUU.
Ha puc. 1 mpexacraBieHO MpPaBWIbHO BBIMOJHEHHOE
MP-uccinenoBaHue, a Ha puc. 2 — U300paxkeHusl, MOJIy-
YEeHHbBIE C OITMOKAMM, WJIM HU3KOTO KavyecTBa.
MP-tomorpad nomkeH odecrieunuBaTh MOJyYeHUE T0-
CTaTOYHO KauyeCTBEHHBIX n300paxeHuii ['M c ToimmmHoi
cpe3a 4 MM u CM (IT03BOHOYHMKA) C TOJTUIMHOM cpe3a
4 MM (kenaTesJibHO 3 MM) B CarMTTaJIbHOW IJIOCKOCTU
1 4—5 MM B aKCUaJIbHOM MJIOCKOCTH 3a MTpUEMJIEMOE Bpe-
ms. g atoro tomorpad HOKEH ObITh C MHAYKIUEH
marHutHoro nojs 1,5 wim 3 Tn (1,5 — npeanodyTuTesb-
Hee, TaK KakK Takue ToMorpadbl MeHee CKIIOHHBI K dop-
MUPOBaHUIO apTedakToB — puc. 3), JOCTATOYHO HOBBIM
W B XOPOIIIEM TEXHUUYECKOM COCTOSTHUU. JIOJKHBI TIpU-
CYTCTBOBAaTh KATYIIKW IS TTO3BOHOYHMKA (TIO3BOJISIO-
1K€ TOTYYUTh U300paXeHUs MO3BOHOYHUKA Ha YpPOB-
HEe OT KPaHWOBEPTEOPAJBHOTO Iepexofa 0 MO3BOHKA
S3 6e3 mepexkiaaky manueHTa/Karymku) u s ['M [7].
XKenaTteqbHO HaTW4YME €AUHON KATYIIKU, MO3BOJSIONIEH
ckannpoBath 'M U TMO3BOHOYHUWK, WIM BO3MOXHOCTb
OJHOBPEMEHHOW YCTAaHOBKM TOJIOBHOW U CIIMHAJIbHOU
KaTylrek i nposeneHus ucciaenoBanus Beeii LIHC 6e3
MepeKIaaKu (UTO 0COOEHHO BaXHO MPU MPOBEICHUN UC-
cleoBaHMs MMoJ Hapko3oM). [1pu KOHTposie B TMHAMUKE

Puc. 1. IlIpumep MP-u3z00paxceruil 8vicokoeo kavecmea: a — akcuanvhvie T 1-636euieHHbie uzo00paicenus 201061020 mosea (I'M) ¢ KoHmpacmHuoim ycuneHuem;
0 — caeummanvHhote T1-636ewennvle uzoopaxscerus cnunhozo mozea (CM) ¢ konmpacmusim ycunenuem, 6 — axcuanvhole T1-83eewentvie uzoopaxcernus CM
¢ KOHMPACMHbIM YCUNCHUEM
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IUTsT 60JTee KOPPEKTHOTO CPaBHEHMSI KeJATEIEHO BBITION-
HEHMe TTOBTOPHBIX UCCIIEIOBAaHUIA Ha TOM 3Ke ToMorpade,
C MCITOJIb30BAHKMEM TeX XKe MPOTPaMM CO CXOTHBIMU TTapa-
MeTpaMUu CKaHUPOBAaHMUSI.

Puc. 2. IIpumep MP-u3zobpadicenuil, nosyueHnvix ¢ owmudKamu: a — aKcu-
anviwie T1-636ewennvie usoopascenus I'M ¢ konmpacmubim ycuneHuem;
caumKom bonvuas moawuna cpesa (6 mm), apmegaxmovl om moxKa Kpogu
6 BEHO3MbIX CUHYCAX U Oom O0GudceHull nayuenma; 6 — cacummanvhbie
T1-636ewennvie uzobpaxcenuss CM ¢ koHmpacmuwvim ycunenuem,; Kayoans-
Hble omdensl JypanbHo20 Mewka He GouLl 6 noae 0030pd, HU3K0e Ka4ecmeo
u300pasicerul (HU3K0e paspeulenue, 8bipajiceHHas HepagHOMepPHAsl APKOCMY),
OMCYMCcmEYIom aKcuanbhble u300paxcenus

Puc. 3. IIpumep usobpaxceruii 00Ho20 nayuenma, noay4eHHolx Ha MP-mo-
Mmoepagax ¢ undykyueii maeHumuoeo noas 1,5 Thu 3 Ta: a, 6 — uzodpaxnce-
Huss TM u CM, noayuennvie Ha MP-momoepaghe ¢ uHoyKkuueii MazHumHo2o
noas 1,5 Ta; 6, e — uzobpaxncenus I'M u CM, nonyuernvie Ha M P-momoepaghe
¢ undykuuei maeHumuoz2o noas 3 T
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IIpu Bcex MP-uccienoBaHusIX MO MOBOAY OIMYXOJU
LIHC o6s3arenpHO MpUMEHEHUE TalO0IUHUI-COoAepKa-
mero koHTpactHoro Belectsa (KB) B ctanmapTHOli 10-
supoBke [8]. Cnemnyer oOpaTUTh BHUMaHUE, YTO HE BCE
KOHTpPACTHBIE TIperaparbl JOIMYIIEHB K TPUMEHEHUIO
y ManeHbkux aeteil. [Ipu uccnenosanuu I'M no BBeaeHus
KB 06s13aTenbHO nojlyyeHue 4 TUMOB U300pakeHU B aK-
cuanbHol Tockoctu: T1-SE/TSE (MoxeT 3aMeHSIThCS
Ha T1-FLAIR), T2-SE/TSE, T2-FLAIR, DWI (¢ B-dak-
topoM 1000 mc). TonmumHa cpes3a A0kKHa OBITh He OoJiee
4 MM, MeXCpe30BBbIll TPOMEXYTOK — He Oosee 0,5 mwm.
Taxxe ciemyeT MOMYYUTh CATUTTAIbHbIE M300paXKEHUS
B pexxume T1 (mpenmouturenpHee) Wwin T2 ¢ TOTIIUHON
cpe3a 4—5 MM uvepe3 0,5 MM U KOpOHapHbIe U300paxe-
Hud B pexxume T2 (mpeanouturensHee) win T1 ¢ Tonammu-
Ho¥i cpe3a 1o 5 MM yepe3 0,5 mM. Tlocne BBeneHuss KB
JOJKHBI OBITH TIosTydeHbl n3obpakenust T1-SE/TSE Bo
BCEX IUIOCKOCTSX C Te€OMETpUeil pa3MeTKH, COBMAAaro-
et ¢ HatuBHBIMU T1-uzobpaxeHusimu. M3o6paxkeHus
B CarMTTAIbHON M KOPOHAPHOU TJIOCKOCTSIX MOTYT OBIThH
3aMEHEHBl Ha COOTBETCTBYIOIIME M300pake€HUS B TPEX-
MmepHOM (3D) pexuMe ¢ mocienyromeid MyJabTUILIaHAp-
Ho#l pexkoHcTpyKuuei. [1pu stom T1-uzo0paxkeHuss Mo-
TyT OBITHh KaK Ha ocHOBe crmHoBoro 5xa (SE/TSE), Tak
n Ha ocHoBe TpagueHTHOTO 3Xa (GE/FFE). [TomyuecHme
crangaptHbiX SE/TSE-u300pakeHunii B akcUaabHOM TUTO-
CKOCTHU 00413aTeJIbHO.

B cayyasx, korga mmeeTcs OIMyXoJib (WJIM TMOAO3pe-
HUE Ha OITyXOJib) CEJUISPHOM, cympaceuIIpHOi (Xuas-
MaJbHOI) WM MUHeaabHOI obacTeid, ciieayeT 100aBUTh
K CTaHJAPTHBIM TOHKOCPE30BbIe (TOMIIMHA cpe3a 10 3 MM,
MEeXCPEe30BbIN MPOMEXYTOK 0K0J10 0,3 MM) caruTTajibHbIe
T1-SE/TSE-u3obpaxenus a0 u nociie BBeneHuss KB Ha
obacTh pacrojioxkeHust onyxoju. [Ipu HeoOXoaMMOCTU
MOXHO J0OaBUTh TAKXXE TOHKOCPE30Bble KOpoHapHbie T1
W/WW CarUTTaJIbHbIe WM KOpoHapHbie T2-m300paxke-
HUSI.

ITpu uccnenoBanuu CM no BBeneHuss KB cnemyer
MOJIYYUTh CaruTTaJIbHBIE n300paxeHus 3 tunos: T1-SE/
TSE (moxet 3amensTeest Ha T1-FLAIR), T2-SE/TSE,
T2-STIR. TonmuHa cpe3a JoJKHA OBITh 3 MM, MeXcpe-
30BBII MPOMEXYTOK — He Oosee 0,5 MM. Takke xenatesnb-
HO MOJlyYeHUE KOPOHAPHBIX U300paXXeHUl OJHOTO TUMa
¢ ToJurHoMi cpesa 10 5 mM. Ilocne BBeneHust KB mosk-
HBI OBITh ToNTydeHbI carutTanbHbie T1-SE/TSE-m300pa-
KeHMsT (COBMAmalolne IO TeOMETPUU C HATUBHBIMU)
u akcuanbhbie T1-SE/TSE ¢ TommmHoi 10 5 MM ¢ MeX-
Cpe30BbIM MpoMexkyTkoM 0,5 MMm. CarutrajabHble U aKCU-
aJTbHbIe N300paXkeHUs JOJKHBI ObITH TIOJTydeHBI Ha YPOB-
HEe OT KPaHWOBEPTEOPAJBHOTO Iepexofa 0 MO3BOHKA
S3 (Tak KaKk Ha 3TOM YpOBHE 3aKaHUMBAETCS AypajabHbIl
metok). Crnenyer ucnojib3oBaTh T1-u300paxenus 0e3
TMOJABJICHUSI CUTHAJA XUpa, TaK KaK MOIaBJICHUE YaCTO
ObIBaCT HEpaBHOMEPHBIM. B ciydasx, eciau ectb omace-
HUSI, 9TO MAIIMEHT HE CMOXET JOJITO JIEXAaTh HETIOIBUKHO
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Tabmua 1. Pexomendyemvie napamempst M P-uccaedosanuii y demeii ¢ onyxoaamu [[THC

Tpe6osanus kK MP-Tomorpady

Tunbl ToONy4aeMbIX H300paxe-
Huit, TM

TommmHa cpe3a/MeXCPe30BbIN
npomexyTok, 'M

JlononHuTenbHBIE — M300paxe-
HMSI TIPU TPOBEIEHUM HCCIie-
JNIOBAHUS TIO TIOBOMY OITyXOJen
CEJUISIPHOM M cympaceIsipHOMI
obusacTeil, runoranamyca, muHe-
aJibHOM 06JacTh

Turbl TOJly4aeMbIX M300paxke-
Huit, CM

TonmyHa cpesa/MeXCcpe3oBbIit
mpomexytok, CM

Jlo;mkeH obecrieynBaTh TTOJNyYeHHE Ka4eCTBEHHBIX
unzobpaxenuit 'M u no3BoHouHuka/CM (B TOM yuc-
Jie aKCHaJIbHBIX M300paXeHU i TO3BOHOYHMKA)

1o esedenus KB

J10JKHBI TPUCYTCTBOBATh M300pakKeHMUsI BO BCEX IJIO-
CKOCTSIX (aKCHallbHasl, caruTTajibHasi, KOpOHapHasi)
¥ Bce Tunbl n3odpaxenuii (T2-SE/TSE, T2-FLAIR,
T1-SE/TSE, DWI). Bo Bcex ciaydasix, KpoMe OITyXO-
JIe  CeJUISIPHO-TUMOTAIAMUYECKO M MUHEATbHOMN
obJacrteii, Hanbojee MH(MOPMATUBHBIMU SIBIISIIOTCS
aKcuabHbIe U300pakeHUs

[locne 6sedenus KB

T1-SE/TSE B 3 mnockoctsix. CarurrajbHble U KO-
ponapueie TI1-SE/TSE Moryr ObITh 3aMEHEHBI
3D-T1-u300pakeHUsIMU, HaIUYMe aKCUanabHbIX T1-
SE/TSE o6sizaTebHO

He 6onee 5 MM, ¢ mpoMeXyTKOM 10 | MM

J1OMOIHUTETBHO MOJIKHBI MPUCYTCTBOBATh T 1-u30-
OpaxkeHUsl B CAaTUTTAIbHOM IJIOCKOCTH TOJIIMHON 10
3 MM, ¢ POMEXYTKOM 0K0J10 00,3 MM (TIOKpBIBafOIINE
00J1aCTh PACIONOXEHUS OIYXOJIM) 10 U TOCIe BBeae-
Husa KB

o esedenuss KB

ITpu nepBUYHOM MCCENOBAaHUM: caruTTaibHbie T1-
SE/TSE, a takxe carutraabubie T12-SE/TSE wm
T2-STIR

[1pu moBTOpHOM UCClIeIOBaHUU: carutTajibHbie T1-
SE/TSE

[locne 6sedenus KB

Carutraneabie  T1-SE/TSE, axcuanphbeie TI-SE/
TSE Ha BceM MPOTSKEHMM AypajbHOTO MeEIIKa
(10 ypOBHSI ITO3BOHKOB S2—S3)

CarutrajibHble  M300paKeHHUs:
110 4 MM, TIPOMEXXYTOK 110 0,5 MM
AKcHaTbHbIE U300pakeHHS: TOIIINHA cpe3a 4—6 MM,
TIPOMEXYTOK 110 0,5 MM

TOJIIIMHA  Cpe3a

2017 1N}

WMupykums marautHoro mnods 1,5 To. s 6onee kop-
PEKTHOTO IWHAMMYECKOTO CPaBHEHMSI JKEJIATEIbHO
MPOBOIUTH TOBTOPHBIE WCCICIOBAHUS Ha OIHOM
1 TOM e ToMorpade, ¢ UCIIOIb30BAHUEM TeX XK€ TH-
OB U300paXeHU, C TEMU K€ TTapaMeTpaMu

o eeedenuss KB

Axkcuanbhbie: T2-SE/TSE, T2-FLAIR, T1-SE/TSE,
DWI

CarutranbsHbie: T1-SE/TSE

Koponapnsie: T2-SE/TSE

Moryt ucnonb3oBatbcsi  3D-mocaenoBaTeIbHOCTH
(OOBIYHO B CAarvTTaJbHOM TUIOCKOCTH), OIHAKO OC-
HOBHBbIE TUITBI N300pakKeHMIi B aKCUAJIbHOM TIOCKO-
CTH JJOJIKHBI IPUCYTCTBOBATH B JIOOOM Ciydae

[locae ssedenus KB

T1-SE/TSE Bo Bcex 3 IMIOCKOCTSIX, COBIAMAIOLINE T10
TOJIIIMHE CPE3a U TEOMETPUU Pa3METKH C HATUBHBIMK
M300paKEHUSIMU

AKcHanbHbIe U300pakeHus He Oosee 4 MM, C TIpOMe-
KYTKOM 110 0,5 MM

Kpome Toro, XemaTeiqbHO HalU4Me KOPOHAPHBIX
T1-u306paxeHuii TonmmHon 10 3 MM yepe3 0,3 MM
(mo m mocte BBeneHust KB), n T2-u3o0paxkeHuii To-
mrHoM 3 MM yepe3 0,3 MM B KOPOHAPHOI MU caruT-
TaJIBHOU IIOCKOCTH (TTOKPHIBAIOIINX 00JIaCTh PACIIO-
JIOXKEHUSI OITYXOJIH)

Mo esedenuss KB

Ilpu nepBUYHOM HMCCAeI0BAaHMMU: caruTTanbHbie T1-
SE/TSE, T2-SE/TSE u T2-STIR, koponapubie T2-
uin T1-uzobpaxeHust

I1Ip1 noBTOPHOM HCClIeAOBaHUU: caruTTajbHble T1-
SE/TSE

[locne 66edenusn KB

Carutransabie T1-SE/TSE, akcuanpnbie T1-SE/
TSE Ha BceM MNpOTSDKEHUU [ypajbHOTO MeIIKa
(10 ypOBHS MTO3BOHKOB S2—S3)

CarutraabHble  M300pakKeHUs:
110 3 MM, TTPOMEXYTOK 10 0,3 MM
AKcuaibHbIe U300paXkeHUsT: TOMIIKMHA cpe3a 4—5 MM,
MPOMEeXyTOK 10 0,5 MM

TOJIIMHA  Cpe3a

KontpactHoe ycuieHue Wcnonb3oBaHre BHYTPUBEHHOTO KOHTPACTHOTO YCHJICHUST 00sI3aTETbHO MPY MPOBEAEHUH BCEX TUATHOCTUYE-
ckux MP-uccnenosanumii mo nosoay onyxoseit [IHC. KB BBOAUTCSI BHYTPUBEHHO, B CTAaHAAPTHOM J03MPOBKE:
Magnevist, Omniscan, Dotarem — 0,2 mi/Kr

Gadovist — 0,1 mia/kr

B cityyasix, Korjaa maiueHT MOXeT BeCTU ceOsi 06CIIOKOMHO, XKelaTeabHO MePeHOCUTD nosyyeHue T2-nu300pa-
JKEHUI Ha KOHeIl MCCIIeIOBaHMUsI, YTOOBI MOJIYyINTh Haubosee BaxkHble n3oopaxkeHus (T 1-B3BellleHHbIE M30-
OpaXkeHUsl ¢ KOHTPACTHBIM YCUJIEHHEM), KOTAa MalMeHT elle He HaCTOIbKO YyTOMIIEH Mpouenypoil. Hanuumne
KB Ha T2-u300paxeHust TPaKTUYECKU HE BIUSET

JlomoJHUTEIbHbIE
peKOMEeH Al

TpU TOJTHOM uccienoBannu, nzobpaxenuss T2-SE/TSE
u T2-STIR cnemyer mepeHecTn Ha KOHEIL TIPOLIEAYPHI Kak
MeHee BaxkHable (Hammane KB Ha T2-m300paxkeHMs ImpaK-
TUYECKN He BhuseT). [Ipu MOBTOPHOM WCCIIENOBAHUU
HatuBHble caruttaibhabie T2-SE/TSE u T2-STIR u xo-

POHaApHLIC I/I306pa}K€HI/IH B ICJIAX COKpalllCHUA BPpEMCHU
MOZKHO NCKIIOYUTD.

HCTI/I MJIaIICro Bo3pacra OOBIYHO HE MOTI'YT COXpaHATb
HCIMMOABM2KHOCTDb IOCTATOYHO JOJITOC BPEM:I. B takom CIl1y-
4qac UM CJICAYCT MPOBOAUTD UCCIICAOBAHUC IO HAPKO30M.

OpuruHanbHble UccnepoBaHud
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JlmarHoctTuyeckn 3HaumMmoe HakoruieHue KB mpu
MPT IHC coxpansieTcst B TedeHue npumepHo 1 4. Bee
MOCTKOHTpacTHbIe T1-u300pakeHusT JOJKHBI OBbITh MO-
JIy4eHBI B 3TOM BPEMEHHOM TTPOMEKYTKE.

ITpu Hanmuuu omyxonu I'M 00s3aTebHO AOJKHO
ObITh BbioJHeHO MPT CM 1151 BbIsIBI€HUSI BO3MOXKHO-
ro MeTacTaTUYeCKOro mopaxeHus [9]. DTo uccinegoBaHue
JKeJIaTeTbHO IIPOBOIUTH IO OTICPATHBHOTO YIAICHUS OITy-
xosiu. B ciyuae ecnu uccnenoBanue CM nepeHOCUTCST Ha
MOCJe0IepallMOHHbIA MEPUO, €ro XXeJaTeJbHO BBIMOJI-
HSTDH HE paHee 3-i Heleu TociIe onepalnm, Tak Kak BO3-
MOXHO HaJIMYMe ITOCICONEPAllMOHHOIO CYOIypaabHOTO
HakoruieHus: KB [10], 3aTpyaHsiomiero Bu3yaJIu3aluio
MeTacTaTUYeCcKOoro rnopaxeHusi. B ciydae ecnu Habmona-
eTcd Takas KapTuHa, cienyeT mosroputb MPT CM yepe3
2—3 Hen.

IIpy BBIMOJITHEHUM PaHHETO ITOCJIEOIEePallMOHHOTO
MPT I'M wuccnenoBaHMe XejlaTeJlbHO MPOBOAUTHL Ha
CIIeIyIOINN ACHBb TIOCJe OIlepallii W B JIOOOM CIIy-
yae He Mo3mHee 72 4 Ioclie BMelIaTeabcTBa. B aToT
Mepruoa Mellaloliue Bulyaau3zauuu HaxkorieHuss KB
B OCTAaTOUYHOM TKAaHU OITyXOJU THUIICPUHTEHCUBHBIC Ha
T1-u300pakeHNIX, IIOCTTEMOPPATUICCKIE OTIOXKECHUS
W peakTUBHOE IOcjieonepallnoHHoe HakoriuieHne KB
M0 KOHTypaM MOCJeONnepallMOHHON MOJOCTH MUHM-
MaJIbHBI.

Ha ocHOBe TIOJNIy4eHHOIO OMNBITa BBIITOJHEHUS
MP-uccinenoBaHuii B HalleM YYPEXIEHUU WM IIPOBE-
neHus pedepeHca HaMu ObLIM pa3paboTaHbl MTOAPOO-
HbIe peKOMEHIAIIK 10 TUIIaM M TTapaMeTpaM 1u300pa-
XEHUN U INPyruM OCOOeHHOCTSIM IpoBeaeHusi MPT
y aeteit ¢ onyxoasimu LITHC, koTopbie npeacTaBieHbI
B Tabxa. 1. Mcnonb3yeMble B HallleM YYpeXXAeHUU TIPO-
TokoJbl MP-uccnengoBanuii 'M u CM mipencTaBiieHBI
B Tab. 2.

FTEMATOJIOTMN u OHKOJIOT MU

Tadmaua 2. Amnyavcuvie nocredosamenviocmu, npumensemoie ¢ HHITI]
JTOH um. Imumpus Poeauesa npu nposedenuu M P-uccaedosanuii y de-
meli ¢ onyxonsmu [[THC

]_ 2017 MII

MPTI'M  Axcuanbhbie: T1-TSE, T2-  Axkcuanbubie: T1-SE, T2-
HaruBHass ~ TSE (PROPELLER), T2-  TSE, T2-FLAIR, DWI (B
FLAIR(PROPELLER), =1000) — Bce 5/1 mm
DWI (B = 1000) — Bce Koponapusie: T2-TSE —
4/0,5 Mm 5/1 Mm
Koponapssie: T2-TSE — CarurranbHbie: 3D-T1-
5,5/0,5 mm CarutraibHble: FFE, 3D-T2-TSE — Bce
T1-TSE —4/0,5 mm 0,9 Mm
MPTI'M Axkcuanbhbie: TI-TSE Axkcuanbhbie: T1-SE
¢ KB Carutranbhbie: T1-TSE Carurranbhbie: 3D-T1-
Koponaphsie: TI-TSE FFE
MPT CM CarutranbHbie: T1-TSE, CarurranbHbie: T1-SE,
HatuBHast T2-TSE*, T2-STIR* — Bce T2-TSE*, T2-STIR* —
3/0,5 MM Bce 3/0,5 Mmm
Koponaphsbie: T2-TSE* —
5/0,5 mm
MPT CM Carutranshbie: TI-TSE Carurranbhbie: T1-SE
¢ KB Axkcuanbhblie: T1-TSE — Axcuanbhbie: T1-SE nnu

5/0,5 Mmm

T1-FLAIR — 5/1 MM (nam
T1-FFE 4/0 mm)

IIpumevanne. * — npu nosmoprom uccaredosaruu CM noayuenue uzobpaxnce-
nuti T2u T2-STIR ne 06:a3amensho.

3akioyenue

MPT I'M u CM sBnsieTcst BEAyIIIM METOIOM TUATHOCTUKH
onyxoseii [IHC v oqHuM 13 BeayLLMX METONOB CTaIUPOBaHMs
nopaxkenus. [Tpu stom MPT LIHC, ocobeHHo y neTeit, siBisi-
€TCsl TEXHUYECKU CJIOXKHDBIM, JUTUTEIbHBIM 1 TOPOTOCTOSIIIIUM
MeTomoM. I JOCTYDKEHST ONTUMATbHOM TUAaTHOCTIIECKOMN
LIEHHOCTU JaHHOTO METOMa KPUTWUYECKU BaXKHO BBITIOTHSTH
HCCIICIOBaHNE Ha JOCTaTOYHO 3(pdekTriBHOM MP-TOMOTrpacde
M C COOTIOIEHMEM TTPABUIbHOIN METOIUKMU.
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HoBble BO3MOMHOCMU yCMaHOBKU pe3epsyapa OMMaiis
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Beedenue. B cmamove onucvieaemes cnocod yemanosku pesepgyapa OMmaiis nayueHmam ¢ HelipooHKOA0UHECKUMU U OHKO2EMAMON0U~
yeckumu 3a601e6aHUAMU 0e3 UCNOAb306AHUS 00PO2OCMOAWel HABUAUUOHHOL ANNaApamypsl npu nOMouU Hoeo2o yempoicmea Thomale
Guide.

Mamepuaast u memoowt. C anpeass 2015 no ageycm 2016 e. ¢ PHKI] JJITOH um. [mumpus Poeauesa 6vino evinoanero 19 onepayuii
¢ ucnoavzosearuem Thomale Guide.

Pesyabmamot. Bo ecex 19 cayuasx eenmpuryaaphulii Kamemep Obli YCHEUHO YCMAH08AeH 8 D0K0BOLL Jcenydouek, Yymo noomeepicoanochb
yenewHvim QyHKyuonupoganuem pesepsyapa Ommaiis.

Boieoowr. [Ipocmoma u docmynnocme Thomale Guide nozeonsem na npakmuke peaiu3o8amv NPUHYUN «00CMA8AimMd 000pydoeaHue
K 001bHOMY, a He 803umb 004bH020 K 000pydoganuto». B nacmosauwee epemsa cneyuanucmor HHIIL JITOU um. [Imumpus Poeauesa mo-
2ym évle3dicamsy 6 KAUHUKU 6 peeuonax Poccuu ons ycmanoeku pezepsyapa Ommaiis, ede mpebyemcs npogederue uHmpageHmpukyAsapHoil
XUMUOMEPAnuu u npogederue 3mo20 6Meuamenscmed 3ampyoHumenbHo o MexHU4eckum nPpudUHam.
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OoabHble, OHKO2eMamono2uteckue 060abHble
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S.8. Ozerov', A.E. Samarin’, A.V. Melnikov’, N.V. Myakova', E.V. Kumirova’

'Dmitry Rogachev National Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia; °Research Institute of Emergency Children’s Surgery and Traumatology
Department of Health in Moscow; 22 Bolshaya Polyanka St., Moscow, 119180, Russia

Introduction. The way of placing of Ommaya reservoir for patients with neurooncological and oncohematological diseases by the new gadget
Thomale Guide without costly navigation equipment described in this article.

Materials and methods. Nineteenth surgeries with usage of Thomale Guide were done from April 2015 to August 2016 in Dmitry Rogachev
NRC PHOL

Results. In all 19 cases ventricular catheter was successfully placed to the lateral ventricle that was confirmed by successful functioning
of Ommaya reservoir.

Conclusion. Simple and easy available Thomale Guide technique allows to implement the concept “to deliver equipment to a patient, but not
a patient to equipment”. Nowadays specialist of Dmitry Rogachev NRC PHOI can place Ommaya reservoir in Regions of Russia in the clinics
where the intraventricular chemotherapy must be done, but there is no technical possibility to place the Ommaya reservoir.

Key words: Ommaya reservoir, ventricular catheter, surgical intervention, Thomale Guide, placement, neuro-oncological patients,
oncohematological patients

BBenenne

B nipoToko1bl AeyeHrst 00IbHBIX CO MHOTMMU BUIAMU
3JI0KAYECTBEHHBIX OIYXOJIEN LIEHTPAJIbHON HEPBHOM CH-
crembl (HHC) u HekoTopbIMU reMo0J1acTO3aMU BXOIUT
OINIIMsI BBEACHUSI XUMUOIIPENapaToB MHTPABEHTPUKYJISIP-
HO WJIM MHTPpaTeKaabHO. DTO MO3BOJISIET CO31AaTh BHICOKYIO
KOHIIEHTpALIMIO JIeKapCcTBa (Yallle BCero — METOTpPEeKCcaTa)

HEITOCPEICTBEHHO B CTMHHOMO3TOBOM KMIKOCTH, MIUHYSI
reMatosHuUedannueckuii 6apnep [1, 2].

Ecnu BBeneHwMil mpenapara HECKOJIbKO, OHU BBITIOJ-
HSIOTCS MHTPATEKaJbHO ITyTeM JIIOMOAJbHON ITyHKIIWH.
OnHako MPU YacThIX BBEACHUSIX MPEANOYTCHUE OTIACTCS
pe3epByapy Ommaiisi. Yepe3 mopt MOXHO JejaaTh MHO-
TOKpaTHbIE UHBEKIIUM JIEKAPCTBEHHOTO BEIlleCTBAa HEIIO-
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JNETCKOU

HOAro

CPENCTBEHHO B KEJIYJOYKU TOJIOBHOTO MO3Ta, YeM 00e-
CIIEYMBAIOTCSI €TO BHICOKASI Y YCTOMUMBast KOHIIEHTPALIMS
B JIMKBOPE, MaJlasd WHBA3UBHOCTb U 0€3007€3HEHHOCTh
MaHUTTYJISIINN.

VYcraHoBka pesepByapa Ommaiiss — 3TO HeboJblIas
omneparus. [1py mmMpoKux Xeryaodkax TOJOBHOTO MO3-
ra OHa He TIPENCTaBJISIET OONBIINX TEXHUYECKUX CIIOXK-
HOCTE!l M MOXET OBITh BBITTOJIHEHA MPAKTUIECKU B JIIO-
OBIX KJIIMHUKAX, TN eCTh HeWpoXupypruyeckasr ciryxkoa.
OpHaKo, eciIu KeIyJ0uYKN MO3Tra Y3KHe, a 3TO CUTYallHst
BecbMa 4YacTasi, OCOOEHHO TpU JICUEHUU OOJTHHBIX Te-
MO00JIacT03aMM1, TO YCTAHOBKA pe3epByapa OMMaiist Tpedy-
€T CTePeOTaKCUIEeCKOro HaBeleHUsI. DTO Topa3yMeBaeT
CIIeIIMaIbHOE W JOPOTOCTOSIIIIEe OCHAIIIEHWE W BBICOKYIO
KBaM(PUKAINIO XUPYPTrOB, UYTO CYIIECTBEHHO OTPAaHUYM-
BaeT KOJMYECTBO OTJEJICHUI, TOTOBBIX BBITIOJTHUTD JaH-
HOE BMENIaTeTbCTRO.

CrepeorakcuiecKkasl ycTaHOBKa pedepByapa Ommartist
OOBIYHO BBITIOJIHSIETCSI NIBYyMSI CIIOCOOaMU: B CTepeo-
TaKCMYECKOW pamMe WM TIpU TTOMOIIM HEeWpOHABUTATO-
pa. Onepaiust B CTepEOTaKCUIECKOI pamMe — 3TO cTapast
METOJIMKA, OHAa O0ECIIEUMBAET BHICOKYIO TOYHOCTH yCTa-
HOBKM BEHTPUKYJIIPHOTO KaTeTepa pesepByapa OmMmaris,
HO TaKKe COIPOBOXKIAETCS PSIJIOM CYIIECTBEHHBIX HEY-
JIOOCTB, TaKMX KaK HEOOXOAMMOCTb TPAaHCTIOPTUPOBKU
001bHOTO Ha KoMIbloTepHYI0 ToMorpaduto (KT) B xone
oreparu 1 obmIas TPOMO3IKOCTh KOHCTpyKimu. Mc-
MMOJThb30BaHNE HepoOHaBUTATOpa — 3TO O0Jiee COBpEeMEH-
Has TexHojorus. HelipoHaBUTaTOp COKpaiiaer Bpems
oreparuu, 6e3paMoYHast HaBUTAIWsI HATJISTHA, MOOUITh-
Ha 1 MHOTO(YHKIIMOHaIbHA. OTHA 1 Ta e CTOMKa MOXeT
WCTIONB30BaThCS TPU OlepalysiX Ha TOJIOBHOM MO3Te,
TpanccheHonganpHou u JIOP-xupypruu, onepanusix Ha
TMO3BOHOYHUMKE, OPTOIMEANYECKNX BMeIIaTeabcTBax. Omn-
HaKO y 00OUX CITOCOOOB €CTh 2 OOIINX U CYIIECTBEHHBIX
HeJ0CcTaTKa — ISl BHITIOJTHEHUST OTIepaliiy TpeOyeTCsT Mc-
MOJTb30BaTh IOPOTOE CTallMoOHapHOe obopynoBaHue. [1pu
€ro OTCYTCTBUY B KJIMHUKE OTIEPAIIUsI CTAHOBUTCS HEBO3-
MOXHOM, a OOJILHOTO MPUXOAUTCS TIEPEBOAUTH B IPYTOi
MEIUIIMHCKUI TIEHTP, YTO B CBOIO OYepeNb BEIET K 11eJI0-
My PSIy MEAUIIMHCKUX, OPTaHU3aIIMOHHBIX U (PMHAHCO-
BBIX 3aTPyJHEHU, a TaKXXe — K IMoTepe BpeMeHu. Bropoit
HEJ0CTaTOK B OOJIbIIEH CTEMEeHW TOHSTEH TOJBKO IS
XUpypra, KOTOPBII BHITIONHSIET OTIepalnio: caMa 1o cede
yYCTaHOBKA BEHTPUKYISIPHOTO KaTeTepa 3aHUMaeT He-
CKOJIBKO CEKYH]I, a TIO[TOTOBKA 000PYIOBaHUS TSI 3TOMN
MaHUTTYJISIIMY TpeOyeT He MeHee 40 MUH XUPYPTUIeCcKOro
BPEMEHM, HE CUUTAs TIPEIOTIEPAIIMOHHBIX UCCIEIOBAHUN
u Bbrunciennit. Camo 1o cebe 3TO HECOOTBETCTBUE HE
BIIMSIET Ha KAYeCTBO BBITIOJIHEHUS OTepallii, HO BeIeT
K OIpeAe/IeHHOMY TICUXOJIOTUYECKOMY JUCKOMGbOPTY
onepupymoouieit opuraasl [3—5].

B Hacrosiiee BpeMst TIOSIBUJIACh €lie OJTHAa TEXHOJIO-
TSI KaTeTepU3aIuy y3KUX KETYyI0YKOB TOJIOBHOTO MO3Ta
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(kJII04eBOTO 11ara MpY YCTaHOBKE pe3epByapa OmMaiis).
OHa coyeTaeT BBICOKYI0O TOUHOCTb OIepaluy CTepeoTaK-
CUYECKUX Y HABUTALIMOHHBIX CUCTEM, HO MIPU 3TOM JeIIe-
Basi, ObICTpast U MOOUJIbHASA. U TJ1aBHOE — OHA TMO3BOJISI-
€T «I0CTaBJISITh 00OPyIOBaHNE K OOJTLHOMY, 2 HE BO3UTH
0O0JILHOTO K 000PYA0BaHUIO».

B teuenne roma B @HKII ITOU nm. Imutpus Pora-
YyeBa orepaluu Mo yCTaHOBKe pe3epByapa Ommarist mpo-
BOJATCS C UCIOJb30BAHUEM MPUCIIOCOOTIEHUS, KOTOPOE
HasbiBaeTcsl Thomale Guide. DTOT XUpypruyeckuii uH-
CTPYMEHT ObUI pa3paboTaH HEMELKUM HEWpPOXUPYypProM
Ulrich Thomale, KOTOpbIii SBISIETCSI PYKOBOAUTEIEM
Kimuuku perckoii Heiipoxupyprum rocrutaist Charité,
Bepnun [6].

MarepuaJjibl 1 METOBI

C amnpensa 2015 mo asryct 2016 . 8 ®HKI ATOU
uM. Jmutpus PoraueBa ObLIO BbINMOJHEHO 19 omnepa-
uit ¢ ucnonanzoBaHueM Thomale Guide. [IpousBeaeHo
17 yctaHOBOK pe3epByapa OMMaiisi, 2 oriepalii BEHTpU-
KYJIOTIEpUTOHEATbHOTO WIYHTUPOBaHUS W | BEHTPUKY-
nsapHas myHKiws. [To HO3010rMM OOJIBHBIE pacIIpee-
JINCH CJIeAYIOIMM 00pa3oM — 12 MalreHTOB ¢ OMyXOJISIMU
TOJIOBHOTO MO3ra U 7 60JIbHBIX TeM00JIacTo3aMu (OCTPBIA
JumdoObIacTHbI neiiko3, tuMmboma bepkutra). Bo Bcex
cayyasx ucnosib3oBaHue Thomale Guide no3BoaMIO
YCIIEIITHO YCTAaHOBUTH BEHTPUKYJISIPHBIN KaTeTep B Y3KUE
OOKOBBIE XKEJIYTOUKHU.

Texnuka onepanuu

Thomale Guide mnpencraBasier coboil cBoero poja
TPaHCITOPTUP-TIPOBOIHUK, KOTOPHIN MO3BOJISIET pacCun-
TaTh ¥ OTMEPUTH YTOJI BBEACHMST BEHTPUKYJISIPHOTO KaTe-
Tepa BO (DPOHTAIBHOM TJIOCKOCTH.

bonbHoMy BbimoHsieTcs: KT wiam MarHUTHO-pe3o-
HaHcHasg Tomorpadus (MPT) ronosHoro mo3ra. MoxHo
WCTIONb30BATh YK€ UMEIOINECS NCCIIeIOBAHMS TIPUEeMITEe-
MO TaBHOCTH. PacueTsI TIpoBOIATCS Ha OBITOBBIX YCTPOI-
ctBax iPhone wiu iPad B crieninanbHO# mporpamme.

HccnenoBanve MMITIOPTUPYETCST B JIIOOOM rpadude-
ckoMm ¢opmate B iPhone wiu iPad, mocie yero npousso-
IUATCS pacyeT yIjla YCTAHOBKM BEHTPUKYISIPHOTO KaTe-
Tepa, ero JUIMHBI M PACCTOSTHUS TOUKH BXOAa OT CpemHel
JuHuM (puc. 1).

Touka HaoxXeHUs (pe3eBOro OTBESPCTHS BHIOMpPAECT-
cs TapacaruTTajbHO, HA PACCTOSSHUU 2—3 CM OT Cpel-
Heit tuHun U 9—11 cM oT HazumoHa. HakuaawpiBaetcs
dpeseBoe oTBepcTue. Ilocne BCKpbITUS TBEPAOH MO3-
TOBO# 000JIOUKM BEHTPUKYJISIPHBINA KaTeTep BBOIUTCS
no Thomale Guide Ha 3apaHee paccUMTaHHBIE YIroJ
¥ TIIYOMHY. YmansieTcss MaHIpeH U KaIUIu JUKBOpA CBU-
JETEIbCTBYIOT 00 YCITeITHOW KaTeTepru3au 00KOBOTO
xemynouka. Jlamee omepalusi BBITIOTHSIETCS TIO CTaH-
NapTHOW METOJIUKE.

1 207 1
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Saved Calculation

Result = BOmm

Puc. 1. Pacuem mpaexmopuu u 0nuHbl 6eHMPUKYAAPHO20 Kamemepa (3eie-
Has nyHKmupHas aunus) é npoepamme Thomale Guide application na 3xpane
iPhone

Pe3yabraTsl 1 npakTHYECKHE MEPCIEKTUBBI METOAA

Bo Bcex 19 caygasix BeHTPUKYISIPHBIN KaTteTep OBLT
YCIIEITHO YCTaHOBJICH B OOKOBOM KEIymOYeK, UTO ITOJI-
TBEPKAAJIOCh CBOOOIHBIM UCTEUEHHEM U3 HEro JIMKBODPA,
YCHEITHBIM (DYHKIIMOHUPOBaHUEM pe3epByapa Ommalist
WX BEHTPUKYJIOIIEPUTOHEATLHOIO IIYHTA, a TaKXKe IT0-
cieonepauroHHbIM KT win MPT-koHTposem (puc. 2).

Takum o6paszom, B OHKIL ATOU nm. Imurpus Pora-
yeBa ObLIa alpoOMpPOBaHa U YCIICIITHO MUCITOIb3YeTCS HOBast
METOIMKA YCTAHOBKM pe3epByapa OmMmalist 00JIbHBIM C y3-
KVMM U IIeJIeBUIHBIMU XeJTyI0YKaMu, KOTopasi He TpeoyeT
JIOPOTOCTOSIIIEH HAaBUTAIIMOHHOM ammapaTrypbl M CITCILIH-
anbHbIX gornonHuTeIbHbIX KT i MPT-nccnenosanmii.

BriBoapl

ITpocrora u poctynHocth Thomale Guide mo3Bosnsier
Ha MpaKTUKE peain30BaTh MPUHIIUII «I0CTaBISITh 000pY-
JIoBaHME K 00JIbHOMY, a He BO3UTH O0JILHOTO K 000pyI0Ba-
Huio». B HacTosee Bpems cneuuanuctel HHITL ITOU
uM. Amutpust PoraueBa MoryT Bble3KaTh B KIMHUKU B pe-
ruoHax Poccunm miisg ycraHoBku pe3epByapa OmMaiis, rie
TpeOyeTcsl TpoBeleHWe WHTPABEHTPUKYJISIPHOU XUMUO-
Tepanuu, HO BBIMTOJHEHUE 3TOT0 BMELIATeNIbCTBA ObLIO

TEMATOJIOTMM u OHKOJIOT MU

S as.

Puc. 2. Konmponvnas KT moeo xce camoeo 604bH020 nocae ycmanosKu
pesepsyapa Ommaiis npu nomowu Thomale Guide. benoii cmpeakoii 060-
3HAYeH KOHYUK GeHMPUKYAAPHORO Kamemepa 6 hepedHem poee npagoeo 60-
K06020 dicenydouka

HEBO3MOXHO IO TEeXHWYECKUM TMpudyuHaM. Ormneparus
MOXKET OBIThb IIpOBEJAeHA B 10001 OOJBLHULIE, UMEIOIICH
XUPYPTrAYECKOe OTAEICHUE U BOSMOXHOCTD BBITTOJTHEHUS
KT i MPT-uccnenoBanusl.

ITpu 3anmpoce u3 peruoHa 0 HEOOXOAUMOCTU YCTAaHOB-
K1 pe3epByapa OMMaiisg TOKYMEHTHI IIPOXOMST OLICHKY
y nipodeccopa A.N. KapauyHckoro (rmpu remo61acTo3ax)
wm 1.M.H. D.B. KymupoBoii (mpu omyxoissx IIHC). Ecim
WHTPaBEHTPUKYJSIDHOE BBEIEHHWE XUMUOIMpernapaToB
MIPU3HAETCS IIeIeCOO00pa3HbIM, TO IIOCJIE COTJIAaCOBAaHUS
BpPEMEHM OIepallii Ha MECTO BbIe3XKaeT HeUpoxupypr
HHITL ATOU nm. Imutpus PoraueBa 1 mpoBOAWT OITe-
paLMIO B YCIOBUSX MECTHOM KIIMHUKMU.

IToMmrMO COOCTBEHHO OIlepallid BO BPEeMS ITOC3IKHU
MOXeT OBbITb MpOBeneHa JIeKIUs, pa3doop KIMHUYECKUX
clyJaeB, JOCTaBJICHA INTepaTypa M T. II.

Bce HeobOxonnmoe obopynosanue (Thomale Guide,
KOMIIBIOTEP JUTSI TIPOBEICHUSI pacueTOB) OYACT IIPUBE3CHO
¢ coboir. Cam pesepByap OMMaiis MpeaocTaBasieTcsl MECT-
Ho#l kimHUKON. (PUMHaHCHpOBaHUE TIPOTPAMMBI MOXKET
OCYILECTBIIATHLCS 3a CYET CPEACTB PETMOHATBHBIX KITMHUK
I 0JIaTOTBOPUTEIHHBIX (DOHIIOB.
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OpuruHanbHble UCCNEefoBaHuUA

s IETCKOU

JluHaMuKa oHKonoruyeckoii 3abonesaemocmu u cmpykmypa
3N10KaYecmBeHHbIX HOBOOGpa3oBaHuil cpeau
nogpocmkoB 15-17 nem ¢ pacyemom nokasamenel
BbliuBaeMocmu (nonynayuoHHoe uccnepoBaHue)

B.M. Mepaoumsuau, C.A. Kynesa, E.B. Jlemun
DI'BY «Hayuno-uccredosamenvckuil uncmumym onkonoeuu um. H. H. [Temposa» Munszdpasa Poccuu;
Poccus, 197758, Cankm-Ilemepbype, n. [lecounsiii, ya. Jlenunepaockas, 68

Konmaxmnas ungpopmanus: Baxmane Muxaiinosuy Mepabuweuru MVM®@niioncologii.ru

AxmyaavHocms. 310Kkauecmeentvle H06000pazoeanus (3HO) cpedu nodpocmkog écmpeuaromes Kpaiihe pedko, Ymo 3ampyoHsem npose-
deHue uccaedo8anuil NO U3yHeHU0 OUHAMUKU U cmpyKkmypel onkonamonoeuu. Euje 6oavuieti npobaemoii aeasemcs opmuposaie noaHoil
0a3bl KOHMUH2EHMO8 O0AbHBIX, MAK KAK npogederue CneyuaibHo20 Ae4eHUs 603M0JICHO MOAbKO 8 KPYNHBIX (pedepanvHbiX yeHmpax, a 6bi-
nucKu u3 ucmopuii 601e3Hu 8 60AbUWUHCIGE CAYHAeE He NOCMYNAIOM @ OHKOA02UHECKUEe YUPeNCOeHUs N0 MeCmy JCUMeAbCmea NayUeHmos.
Cankm-IlemepOype makue npobaemvl 3ampazueéarom @ MeHvlueli cmenenu, mak KaK aedeHue 601bHbIX 0aGHHOL epYNNbL OCYU,eCMEAsemcs
6 copode @ psde CheyUanru3upoBaHHbIX KAUHUK, HAYHHO-UCCAe008AMENbCKUX UHCMUMYMAX, MeOUUUHCKUX YHUBepCUmMmemax u akaoemusx,
HO U 30ecb ecmb nomepu.

s noayuenus boaee moutvix danubix o pacnpocmpanennocmu 3HO cpedu demeii u nodpocmko6 Heobxo0umo 6 nepayro ouepeds co3danue
demcK020 NONYAAUUOHHO20 PAK0B0R0 pecucmpa 8 macuimaode gedepanvHozo okpyea ¢ npuoanuem emy cmamyca Ilonyaayuonnoeo pakoeozo
peaucmpa ¢ npagom UCNONb308AHUS NEPCOHUPUUUPOBAHHBIX OAHHBIX U MECHOU 83aUMHOL padomoli ¢ CyujeCmeylouumu paKogbimMu peau-
cmpamu 6cex NONYAAYUOHHBIX PAKOBbIX PecUCIPO8 AOMUHUCMPAMUBHBIX Meppumopuii hedepanbHoeo oKpyaa.

Ileav uccaedosanus — cpasnumo ounamuxy u cmpykmypy pacnpocmpanennocmu 3HO cpedu noopocmkos u ucuucaumos 6 QUHAMUKe NOKA-
3amenu HabA0AeMOll U OMHOCUMENbHOU BbloCUBAeMOCIU NOOPOCMK08, 60abHbix 3HO.

Mamepuaavt u memoost. B ocrogy uccaedosanus 83amovl mamepuanst 6asvl danuvix Ilonyaayuonnoeo pakosoeo peeucmpa Cankm-Ile-
mepbypea, UCnONb308aH KOMNAEKC CIAHOAPMHbIX Memo008 CMamucmu4ecKko2o anau3a u MemoouKa pactema eulicuéaemMocmu nymem
nocmpoenus mabauy, 00JcUumus.

Anaaus noayvennvix oannuix. IIpoeden yenyonenHvlil aHAAU3 CPABHUMENbHBIX 0aHHbIX pacnpocmpanernocmu 3HO cpedu onoweil u de-
syuex Cankm-Ilemepbypea 3a 1994—2014 ee. Hcuucnenvt nokazamenu S-remueti Haba00aemoil U OMHOCUMENbHOU 8bIXICUBAEMOCIU NOO-
pocmios. [lonyuennvie oanHble c8udemensCmayiom o cyuecmeeHHoM pocme nokazameneli 3a001e6aeMOCMU U 0COOEHHO BbIICUBAEMOCTIU
3a601e8UUX.

3axarouenue. [Iposedenue uccaredosanus nNOKazanio noA0ICUMeNbHy OUHAMuKy 3aoonreeaemocmu 3HO cpedu nodpocmkog, ycmoiuugyro
CMpYKmMypy OHKONamonao2uu cpedu 1oHouiell, HeKomopble U3MeHeHUs: CMPYKMYypbl OHKONAmMoA02uu cpedu 0e@yuieK, cyuecmeeHHblii pocm
nokaszameneii 5-aemueil Ha61100AeMOU U OMHOCUMENbHOU BbIIICUBACMOCTU.

Karouesnle caosa: 3noxanecmeaennvle HOB000paA308aHUsL, CMPYKMYpa 3a601e8aemocmu, NOOPOCMKU, IOHOWU, 0e@YKU, demoepaghus, 3a60-
1€8aeMOCMb, BbINCUBAEMOCMb, NONYASAUUOHHBLI PAKOBbLI pecucmp, JOKYMeHmoo60pom
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Dynamics of cancer incidence and structure of malignant tumors among adolescents aged 15—17 years
by estimation of survival rates (population-based study)

V.M. Merabishvili, S.A. Kuleva, E.V. Demin

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

Actuality. Malignant tumors (MT) in adolescents are rare that critically impedes research on dynamics and structure of cancer pathology.
An even greater challenge is to develop comprehensive base of patients’ contingents since special treatment is only possible in large federal
centers and extracts from case histories in most cases do not reach cancer institutions in patients’ residency.

Such problems affect St. Petersburg smaller as treatment of patients of this group is carried out in the city in a number of specialized clinics,
research institutes, medical universities and academies but even here there is a loss.

To obtain more accurate data on MT prevalence among children and adolescents it is primarily necessary to create children’s population-
based cancer registry in the scale of the Federal district with giving him the status of the Population-based Cancer Registry with the right of use
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of personalized data and close mutual work with existing cancer registries of all Population-based cancer registries of administrative territories
of the Federal district.

The purpose of the study is to compare dynamics and structure of MT prevalence among adolescents and to estimate in dynamics of observed
and relative survival rates of adolescents with M T.

Materials and methods. The study materials were taken from database of the Population-based cancer registry of St. Petersburg and there
were used a set of standard methods of statistical analysis and the method of estimation of survival by constructing tables of expectancy.
Analysis of data obtained. There was performed a precise analysis of comparative data of MT prevalence among young men and girls of
St. Petersburg for 1994—2014. There were estimated rates of a 5-year observed and relative survival of adolescents. The findings suggest
a substantial increase in morbidity rates and particularly in their survival.

Conclusion. The study showed positive dynamics of MT morbidity among adolescents, stable structure of cancer pathology among young
males, some changes in the structure of cancer pathology among females, a significant increase of a 5-year observed and relative survival.

HOAro

Key words: malignant tumors, the structure of morbidity, adolescents, young males and females, demographics, morbidity, survival,

population-based cancer registry, document management

AKTyaJIbHOCTh

310KkadecTBeHHBIe HOBOOOpa3zoBaHus (3HO) cpemm
IMOAPOCTKOB BCTpEYAIOTCs KpaliHe peaKo, YTO 3aTPyIHSI-
eT TMPOBEJACHUE UCCAENOBAHUI 10 U3YYECHUIO TUHAMUKU
U CTPYKTYpbl OoHKoMaTtosioruu. Ene 6ombiieii mpoodieMoit
saBysieTcs: (POpMUPOBAHUE TTOTHON 0a3bl KOHTMHTEHTOB
OOJIBHBIX, TaK KaK MPOBEICHUE CITCIIMATbHOTO JICUCHUS
BO3MOXXHO TOJbKO B KPYMHBIX (eaepaibHbIX ILIEHTpax,
a BBIMTMCKU U3 UCTOPUIL 00JIe3HU B OOIBIIMHCTBE CIyyaeB
HE MOCTYITal0T B OHKOJIOTUYECKUE YIPEKIACHUS IO MECTY
JKUTETHCTBA MTAIIUEHTOB.

Cankr-IleTepOypr Takue TIpoOIEMBI 3aTparuBaloOT
B MEHbIIIEH CTeNEeHU, TaK KakK JiedeHre OOJbHBIX TaHHOM
TPYMIIBI OCYILECTBIISIETCSI B TOPONE B Psifie CIelMaan3u-
POBaHHBIX KJIMHUK, HAyYHO-UCCIIEIOBATEIBCKUX UHCTH-
TyTax, MEOIUIMHCKUX YHUBEPCUTETaX M aKaZeMUSIX, HO
1 31IeCh €CTh TTOTEPH.

Jng 1monydyeHust Gosiee TOUHBIX AAHHBIX O PacIpo-
crpaHeHHocTu 3HO cpeau geteit M MOAPOCTKOB He-
00X0IMMO B TIEPBYIO OdYepelb CO3JaHHME JeTCKOTo
nonyJsiuMoHHoro pakoBoro peructpa (ITPP) B Mac-
mrabe ¢eaepalbHOTO OKpyra ¢ MIpUIaHWEM €My CTa-
tyca [IPP ¢ npaBom wucnonb3oBaHUS TIepCOHUDU-
LIMPOBAHHBIX JAHHBIX M TECHOH B3aMMHON pabdoToit
C CYLLIECTBYIOLIMMHU pakoBbIMU peructpamu Bcex ITPP an-
MUHUCTPATUBHBIX TEPPUTOPUTL (heiepaTbHOTO OKpyTa.

MuoroneTHwuii onbIT paboTsl [I1PP Cankr-IletepOypra
10 MEXIyHAPOIHBIM CTaHIAapTaM Ha OCHOBE KOMITbIOTEp-
HBIX TEXHOJIOTMI MO3BOJUJ HAKOIMUTh AJOCTaTOYHbIN Ma-
TepuaJ Ha TTOIyJISIIIMOHHOM YPOBHE U BriepBble B Poccun
IIPOBECTH aHAJIN3 JUHAMUKH OHKOJIOTUUYECKOI 3a00IeBa-

€MOCTH, a NIABHOE OOBEKTUBHO OLIEHUTH 3 (PEKTUBHOCTD
MIPOBOIVMBIX TTPOTUBOPAKOBBIX MEPOIIPUSITUAMN TTOAPOCT-
KaMm B Bo3pacTe 15—17 jietT, UMeIoIMM BMeCTe C JIeTbMU
10—14 neTr HAaMMEHbIIMIT YPOBEHb OHKOJIOTUYECKO 3a00-
JIeBa€MOCTH cpeau Bcero HaceaeHus [9, 13, 14].

Ho 2004 r. rocynapcTBeHHasi ctatuctuka Poccuu He
pacriojlarajia HUKakKiM#1 TaHHBIMHU O CIeIU(HUKE CTPYK-
Typbl M AWHAMUKE OHKOJIOTMYECKON 3a00JIeBacMOCTHU
JaHHolt rpynnbl HaceneHus. B 2004 . B ¢BsA3M ¢ pe3-
KM CHWKEHHMEM YHCJICHHOCTH IETCKOTO HaceJIeHUs
(0—14 ner) cTpaHbl, a, cieA0BaTEAbHO, U aOCOJIOTHBIX
quces TMIePBUYHON 3a00JIeBAEMOCTH B OTYCTHYIO (popmy
Ne 35 «CBeneHusi 0 OOJIBHBIX 3JI0KAYECTBEHHBIMM HO-
BOOOpa30BaHUSIMU» BO Bce 3 TaOIuMIbl ObUla BBeIEHA
ctpoka «Jletu g0 17 ner». Pacnosarast [aHHBIMU U3 3TOM
K€ OTYETHOU (hOPMBI, «B TOM YHUCJIE Yy aeTeir 10 14 et
BKJIFOYMTEJIBHO», MOXHO BBIWICHHWTb JAHHBIC O UMCIC
MOJIPOCTKOB, YUTEHHBIX OHKOJIOTUYECKUM YIPEKIECHUEM
BIIEPBBIC B XKM3HM, O YUCJIE YMEPILIUX U O YUCJIe 3aKOH-
YMBIINX CIICLMAIbHOE JICUCHUE, IPUIEM BCE OTH CBele-
HUs TIpeacTaBieHbl B hopme No 35 B 00001IeHHOM BUIIE
Ha o0a rnoJa.

B cepenune 80-x romoB XX cTOJIeTMSI MBI ITPOBEIU
B JleHuHrpaae nepenuch aereit, 6oapHbix 3HO. Okaza-
JIOCh, UTO HeAoYy4YeT nepBUYHbIX caydaeB 3HO 1o cpaBHe-
HUIO ¢ (hOpMaMU TOCYIapCTBEHHOM OTIYETHOCTH COCTABUII
npaktudecku 50 % [5]. BaxXHO OTMETUTD, YTO U TOCYaap-
CTBEHHAsI CHCTEMa PErMCTpallii yMEPIIUX B ohUIIaTb-
HBIX MyOJUKAaLMIX HE BBIACISET MOAPOCTKOBYIO TPYITITY
OoTHeNbHO. JIaHHBIE MOXHO IPOAaHAIM3UPOBATh TOJHKO
1Mo Bo3pacTtHoii rpymme 15—19 ner BkmountensHo. Takoe

Taéauna 1. JJunamuxa wucarennocmu nacenenus noopocmiogoeo éospacma (15— 17 nem) ¢ Cankm-Ilemepbypee

OHomm 97 728 100 938 98 945 58 526
JleBymiku 95 666 97 890 92 086 55488
O6a nona 193 394 198 828 191 031 114014

59 535 56 324 50 692 50438 —48,39
55714 52471 48 541 47 570 —50,27
115249 108 801 99233 98 008 —49,32
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JKe TTOJIOKEHUE CYIIECTBYET M Ha MEKIyHAapOJIHOM YPOBHE
[4, 7, 10, 15]. Cratuctuueckue cobopHuku BcemupHoit
OopraHM3alUK 3IPaBOOXPAHEHUST OTPAXKAIOT YKCIO YMEpP-
LIKUX TOJBKO B Bo3pacTe 15—19 jer, 3To ke OTHOCUTCS
1 K MoHorpadusM MexnyHapoaHOTO areHTCTBa I0 U3-
yuyeHHuIo paka «Pak Ha ISITM KOHTUHEHTaX» W MU3JaHUSIM
nporpammMbl EUROCARE, orpaxaiomnm BeIWINHY Ha-
OJrt01TaeMOT M OTHOCUTENIbHOM BhDKMBaemoctH [1, 3, 12].

ExeronHo B Poccuu peructpupyercst 550 HOBBIX Cly-
yaeB 3HO cpenu nmoapoctkoB, B CeBepo-3anagHoM ¢e-
IiepaJbHOM OKpyTe — 56 [6].

Ieab uccnenoBaHus — CPAaBHUTD IMHAMUKY U CTPYKTY-
py pacnpoctpaHeHHoct 3HO cpenm moapocTKoB U UC-
YUCIUTh B TMHAMMKE TT0Ka3aTe I HaOIIogaeMOM U OTHO-
CHUTEJIbHOI BEKMBAEMOCTH MOIPOCTKOB, 001bHBIX 3HO.

MarepuaJibl 1 METOIBI

baza manneix IIPP (B ITPP) Cauxkrt-IletepOypra
MO3BOJISIET MIPOBECTU aHAJIU3 CBEACHUIA MO JII0OOMY CO-
YeTaHUIO BO3PACTHBIX I'PYII, OTACILHO IJISI MYXXYUH U
KEHIIWH, TeTeil 1 MTOAPOCTKOB.

B Tabn. 1 npencrapieHa fMHaAMUKa YMCJIEHHOCTU Ha-
cenenust CanHkT-ITeTepOypra ITOAPOCTKOBOIO BO3pacTa.
Tak, eciu B 1999 . UMCIeHHOCTh MTOAPOCTKOB COCTABIIS -
Ja B ropoae npaktudecku 200 000, To B 2014 . — okoso
100 000 (98 008), T. €. CHUXKEHME YUCAEHHOCTH MOAPOCT-
KOB Ha o0a mosia coctaBuiio oosee 49,0 % (—49,32 %),
y JI€BYIIEK 3TOT ITOKa3aTelb elle Boie — 50,27 %.

B ta6m. 2 mpencrapneHa nuHamMuKa 3adboineBaemoct 3SHO
OTHEIBHO 11 oHoIIeH 1 aeByiek. K 2010 1. BEISIBIIEHO CHU-
JKeHMe uMciia 3a00eBIIMX U YpoBHS 3aboneBaemoct 3HO
B ITOPOCTKOBOIA TPYTITIE, a 3aTeM — Pe3KOe YBEIMUYCHHE.

B 2015 r. B Cankr-IlerepOypre mo oduimaibHbIM
JIaHHBIM OBLIO YYTeHO 32 MOIPOCTKA C BIEPBbIE B XKM3-
HU yctaHoBiaeHHBIM 3HO, T. €. B TedueHUe Tofga UX YUCIO0
VIBOWJIOCH, YTO IMPOTUBOPEUYUT 3JIEMEHTAPHOM JIOTHKE
[6]. 3Has xapakTep AesITEIbHOCTH HOBOIO PYKOBOACTBA
Cankr-IleTepOyprckoro MeauiMHCKOro MHGOpMalm-
OHHO-aHAJIUTUYCCKOTO IIEHTpa M OTHENIa OIYXOJIEBBIX
3a00JIeBaHUI, MOXKHO IPEIINOJOXUTh, YTO 3TO HE POCT
yucia 3a00J1eBIINX, a HAPYIIEHUEe CUCTEMbI perucTpalnuu
OOJIbHBIX, BKJIIOUEHME B YMCIIO MEPBUYHBIX OOJBHBIX HE
TOJBKO KUTEJNEeH ropofa, HO M BCEX MPOIICOIINX Jeue-
HUe B ropone. Haim aHanm3 mmHaMUKU OHKOJIOTMIECKOM
3a00J1eBa€MOCTH B TOPOE TTOKa3al, 9To B Tiepuon ¢ 2014
no 2015 r. obiee ynciao 6oabHbIXx 3HO cpenu Bcero Ha-
cesieHus Bo3pociio 6osee yeM Ha 20 %, Takoil pOCT BO3-
MOXEH TOJIbKO C U3MEHEHHEM MopsiiKa yyeTa, TaK Kak
B MPEbIIYIIUe TOAbl MEXKTIOI0BbIE pa3anuyus HE MPEBbI-
manu + 3—5 %.

AHAH3 MOJTyYeHHBIX TAHHbIX

IlepBble maHHBIE O creuU@UKe JTOKAUTU3ALUOHHON
CTPYKTYPbl OHKOJIOTUYECKON 3a00JIeBA€MOCTH IOHOILEH
U AeByllIeK ObLIM onmyonukoBaHbl Hamu B 2003 1. [3].
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Tabmuua 2. Junamuka 3abosesaemocmu 3HO nodpocmkoe Cankm-
Ilemepbypea 6 sozpacme 15— 17 aem (na 100 000), dannvie BJI [1PP

24 11,2 13 12,1 11 10,2

1994
1995 26 14,4 17 19,5 9 9
2000 33 16,6 18 17,8 15 15,3
2001 32 15,8 15 14,6 17 17
2002 28 13,8 13 12,6 15 15
2003 18 8,9 9 8,8 9 9,1
2004 26 12,8 15 14,3 11 11,2
2005 20 10,4 10 10,1 10 10,9
2006 28 16 15 16,6 13 15,2
2007 26 15,7 13 15,3 13 16,2
2008 12 7,5 6 7,3 6 7,8
2009 11 9,7 3 5.2 8 14,4
2010 12 10,5 8 13,7 4 7,2
2011 19 16,5 8 13,4 11 19,7
2012 26 23,9 16 28,4 10 19,1
2013 26 2620 15 29,59 11 22,66
2014 17 17,34 6 11,89 11 23,12

Ha nporsckennu mHorux jer B Cankrt-IlerepOypre,
B ropojie MpakTUYECKH C MITUMUUTMOHHBIM HaCeJIeHUEM,
3HO 3abonesatoT 20—25 NoApOCTKOB, a B MOCAEAYIOIIME
TOJbl B CBSA3U C YMEHBIIEHUEM MX YMCICHHOCTU — eIle
MEHBIIIE, T. €. B 1ICJIOM I10 PsITy pailOHOB TOPOJIa BBISBIISI-
eTcst B rof 1—2 ciiydasi 3JI0Ka4eCTBEHHO OIyXOJIU Cpeau
MOAPOCTKOB.

Anamm3s BJI ITPP moka3zai (cM. Tab. 2), 9To Ha IIPOTSI-
>KeHMU IepBbix 10 j1eT oHKoIornueckast 3a001eBaeMOCTh
HOJIPOCTKOB HAXOAMJIACH B Ipesieax ot 8,9 mo 17,8 %/ .

Tlocnennue 2 roga 3a6oneBaeMoctb 3HO moapocTkoB
pesko Bospocia v B 2012 r. mpesbicuna 20 °/ .0 (23 /00 —
o6a nona, 28,4 °/, . — 1oHowu u 19,6 °/ . — AeBYIIKK).

B Tabn. 3—6 1mokasaHa IMHAMWKA CTPYKTYPBI OHKO-
naToJoTuM 1oHouel u aesyuiek B CaHkT-IletepOypre,
KOTOpasi He IpeTepriesia CYLIECTBEHHbIX M3MEHEHMI 3a
2 cpaBHMUBaeMbIX Iepuoga. Y IOoHOIIe Ha 1-M MecTte
C MaKCHMaJIbHBIM YJEJbHBIM BECOM OCTAJIUCh JIUMpOMa
XomxkuHa (JIX) (C81), 3HO ronosHoro mosra (C71)
u ymmboneitko3 (C91) (cm. Tabn. 3 u 5). Y meBymiex
Ha 1-m mecre Takxke ocraercs JIX (C81), Ho 2-e MecTo
muenogeiiko3 (C92) yerynun 3HO mutoBUIHON XkKese3bl
(C73), 3-e mecto 3HO ronoHoro mo3sra (C71) ycrynunu
3HO sauunuka (C56) (tadm. 4 u 6).
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Tadmuua 3. Cmpykmypa oukosocuueckot 3abonesaemocmu noopocmrkoe — Tadmuua 4. Cmpykmypa onkonoeuueckoil 3a001e6aemocmu noopocmKo8
(tonowu) Cankm-Tlemepoypea (1995—2003 22.) (desyuiku) Cankm-Ilemep6ypea (1995—2003 2e.)

JX C81 26 25,5 JIX C81 41

]. 2017 NN

HOAro

35,6
3HO rosioBHOro Mmo3sra C71 13 12,9 MuenounHblii IeK03 C92 12 10,5
JIumbonnHbIii 1eiiko3 C91 11 10,9 3HO ronoBHOTO MO3ra C71 10 8,8
(mumdoneiikos)
3HO auynuka C56 5 4.4
3HO kocreii 1 cycTaBHBIX XPSILIEit C40 9 8,9
KOHEYHOCTEH 3HO wuToBUAHOM Xene3bl C73 5 4,4
3HO sunuka C62 9 8,9 JIumbounaHblii IeK03 CI1 5 4.4
(mumdboseiikos)
MueouaHbII IEHK03 C92 6 5,9
3HO nepudepuiecknx HEpBOB C47 4 3,5
3HO muTOBUIHOM Xee3bl C73 4 4 U BEreTaTMBHON HEPBHOM CUCTEMBbI
JuddysHas HeXOMKKUHCKAs C83 4 4 3HO coenmHUTETHHBIX C49 4 3,5
numdboma (HXIT) M IPYTUX MSITKUX TKaHE
Jlpyrue v HeyTOUHEHHbBIE TUTIbL C85 3 3 Jlpyrue u HeyTOUHEHHbIE TUTIbI C85 4 3,5
HXJ1 HXJ1
MoOHOLUTAPHBII JIEKO3 C93 3 3 3HO reyeHn ¥ BHYTPUIIEYEHOUHBIX C22 3 2,6
JKEJTYHBIX POTOKOB
3HO kocteit 1 Xpsiieil Ipyrux C41 2 2
M HEyTOYHEHHBIX JIOKAJIU3aL 1t 3HO koxu C44 3 2,6
3J10Ka4eCcTBEHHAs! MeJITaHOMa KOXHU C43 2 2 3J10Ka4eCTBEHHAs! MeJJaHOMa KOXU C43 2 1,8
3HO koxu C44 2 2 3HO M0I04HOI KeJie3bl C50 2 1,8
3HO npyrux v yTOUHEHHBIX YacTeit C02 1 1 Nuddysznas HXJT C83 2 1,8
SI3bIKA
3HO necHbl C03 1 0,9
3HO 0KOJIOYIIHOM CITIOHHOM C07 1 1
KeJe3bl 3HO apyrux u HEyTOYHEHHBIX C08 1 0,9
GOJIBIIINX CITIOHHBIX XeJe3
3HO 3a0proIIMHHOIO MPOCTPaHCTBA C48 1 1
1 OPIOIINHBI 3HO HocornoTkn Cl11 1 0,9
3HO coeaMHUTENBHBIX U IPYTUX C49 1 1 3HO xem4HOTO mMy3bIpst C23 1 0,9
MSITKUX TKaHEen
3HO nonoctu HOca U cpeHero yxa C30 1 0,9
3HO noukn C64 1 1
(KpOME TI0UeUHO IOXaHKH) 3HO cepaua, cpenocreHus C38 1 0,9
U TJIEBPbI
3HO MoueBoro my3bipst Co67 1 1
3HO xocreit 1 cycTaBHBIX XpsIIIeit C40 1 0,9
3HO crnimHHOTO MO3ra, Yeper- C72 1 1 KOHEYHOCTEH
HO-MO3TOBBIX HEPBOB U IPYTUX . .
OTJIEJIOB LIEHTPATbHOMN HEPBHO 3HO kocreit u xpsitueit Apyrux C41 1 0,9
cucremsl (LLHC) U HEYTOUHEHHDIX JIOKATM3aLUI =
=
Hmozo C00—90 101 100 3HO MoueBoro my3sbipst Ce7 1 0,9 :
)
| 3HO criuHHOro MO3ra, C72 1 0,9 =
YeperHO-MO3TOBBIX HEPBOB EL
u apyrux otaenao IHC :
[
3HO apyrux u HETOYHO C76 1 0,9 o
0003HAYEHHBIX JIOKAIN3AIUIT =
@®
Jpyrue JIeiiko3bl yTOUHEHHOTO C9%4 1 0,9 =
KJICTOYHOTO TUTIA :
=
Hmoeo 114 100 <
=
| =
[ =
=
=
(—]
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Tabmuua 5. Cmpykmypa oHkoaocuuecKol 3a00neeaemocmu noOpOCMKO8
(tonowu) Cankm-Ilemepoypea (2004—2013 e2.)

JX C81 33 31,5

3HO rosoBHOro Mmo3sra C71 12 11,3
JIumbounnnerii eiiko3 (Jiumdo- C91 12 11,3
JIEKO03)

3HO auuka C62 8 7,5
3HO coeanHUTETBHBIX U APYTUX C49 7 6,6
MATKUX TKaHEen

3HO kocTeit 1 CyCTaBHBIX XPSIIIEH C40 5 4,7
KOHEYHOCTEN

JNuddysnas HXJT C83 5 4,7
MuenounHbli IeiKo3 C92 5 4,7
3HO mevyeHu U BHyTPUITEUEHOUHBIX C22 3 2,8
JKEITYHBIX TPOTOKOB

3HO muToBUIHOM Kee3bl C73 3 2,8
3HO xocreii u xpsitieii Ipyrux u C41 2 1,9
HEYTOYHEHHBIX JIOKATM3aLNI

3HO nepudepnyeckux HEPBOB 1 C47 2 1,9
BETeTaTUBHOW HEPBHOM CUCTEMBbI

Jlpyrue 1 HeyTOUHEHHBIE TUITbI C85 2 1,9
HXJT

3HO 0001049HOI KUIITKK Cl18 1 0,9
3HO nosnoctu HOca U cpeTHero yxa C30 1 0,9
3HO cepmiia, cpenocteHUsT U C38 1 0,9
TIIEBPbI

3HO 3a06pIolIMHHOTO MTPOCTPAHCTBA C48 1 0,9
¥ OPIOLIMHBI

3HO apyrux u HEyTOYHEHHbIX C63 1 0,9
MYXCKHX ITOJIOBBIX OPTaHOB

3HO MoueBoro my3bipst C67 1 0,9
3HO rnasa 1 ero mpuaaTOYHOro C69 1 0,9
armapara

Hmozo C00-90 106 100

OcranbHble nokanuzauuu 3HO BcTpevaloTcsl B enu-
HUYHBIX CJIydasix U PErMCTPUPYIOTCS TaJeKO He KaXKIbIi
ron. IMomHbl mepedyeHb yuyTeHHbIX ciaydaeB 3HO cpenu
noapoctkoB B CaHkT-ITetepoypre ¢ 1994 mo 2013 1. npen-
cTaBjieH B Ta0J. 3—6.

Masioe uYuciio HaOJIOMEHWH YCIOXHSET IMpOBe-
JNleHWe aHaju3a JAMHAMUKW S5-JIeTHeil HabJromaeMoil
1 OTHOCHUTEJIbHOM BBIKMBA€MOCTH MOAPOCTKOB. B cBsI-
31 C 3TMM, HaM MPUILJIOCh YKPYITHUTH MEPHOIBI Ha-
OJIoaeHUS.
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Tadmma 6. Cmpykmypa onkonoeuueckoil 3a601e6aemocmiu NOOPOCMKO8
(desyuiku) Cankm-Ilemep6ypea (2004—2013 ee.)

JIX C81 26 27,7

3HO mumToBUIHOIM XKene3bl C73 14 15,1
3HO sauunnKa C56 10 10,8
Jlumdounnslii neiiko3 (umdo- C91 8 8,6
JIeIKO03)

MuenouaHbli JIEUKO3 (MUETONeli- C92 7 7,5

KO3)

3HO kocTeii 1 CyCTaBHBIX XpSIIIeit C40 4 43

KOHEYHOCTEN

Jlpyrue u HeyTOUHEHHbIE TUITbI C85 4 4,3

HXJ1

3HO xocreii u xpsiuieii Ipyrux u C41 3 3,2
HEYTOYHEHHbIX JIOKATU3aIU i

3710KaueCcTBEHHAsI MeJJaHOMa KOXKU C43 3 3,2
3HO ronoBHOTO MO3Ta C71 3 3,2
3HO nepudepruyeckux HEpBOB U C47 2 2,2
BETreTaTUBHOIN HEPBHOM CUCTEMBI

3HO cnuHHOro MOo3ra, yeper- C72 2 2,2
HO-MO3TOBBIX HEPBOB U JIPYTUX

otaenos LITHC

3HO neyeHu ¥ BHYTPUTIEYCHOYHBIX C22 1 1,1

JKEJTIHBIX IPOTOKOB

3HO ByJbBbI C51 1 1,1

3HO MoueBOro my3bipst Co67 1 1,1

3HO raza u ero IpuAaTOYHOTO C69 1 1,1

armapara

3HO HagnmovyeyHnKa C74 1 1,1

Huddysnas HXIT C83 1 1,1

Jleitko3 yTOUHEHHOTO KIIETOYHOTO C95 1 1,1

TUIA

Hmozo 93 100

Bri6pano 2 nepuoma — 1994—2003 rr. u 2004—2013 rr.
YcTaHOBIIEHO, UYTO TIOKAa3aTellb OTHOCUTEIBHOU S-JIeTHEM
BBDKMBAEMOCTH, MCYMCIIEHHBIN Ha 00a Imojia, Bo3poc ¢ 69,5
10 77,3 % (v Ha 11,2 %), npudeM yBeJTMYEHUE 3TOrO T0-
KazateJisl y IoHOIIe cocTaBuiio 6,7 %, a'y aeByiek — 15,9 %
(tabm. 7, 8) (2,8, 11].

B Ta6n. 9 mokaszaHa AMHaAMMKa OJHOJIETHE! BbIXKMBa-
€MOCTHU MOAPOCTKOB, 60JbHBIX 3HO, 3a JIUTEIbHBIN Me-
pyon HaOmoneHus. BEIgBIeH 0e3YCIIOBHO IMOJIOXUTEb-
HbIi 2 HEKT JeUeHUsI ITOM IPyIIbl HaceaeHus [2].
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Tabauua 7. Ilamunemuss evixcusaemocmv nodpocmkos (15—17 aem)  Tabauua 8. Ilamunemuss eviycusaemocms nodpocmkos (15—17 aem)

HOAro

Canxm-TIlemepbypea, 3a6oneeuux 3HO ¢ 1994—2003 e2., CO0—96 Canxkm-Ilemepbypea, 3a60nesuux 3HO 6 2004—2009 z2., CO0—96
Ob6a nosa (N = 183) O6a nosa (N = 166)
1 84,6 £2,7 84,6 £ 2,7 84,7 £2,7 1 89,2+24 89,2+2.4 89,2+24
2 73,4+3,3 73,4£3,3 73,6 £3,3 2 83,7+29 83,7+2,9 83,929
3 71,8 £33 71,8£3,3 72,1 +34 3 80,0 + 3,1 80,0 £ 3,1 80,2 £ 3,1
4 70,1 £3,4 70,1 £3,4 70,5+ 3,4 4 80,0 + 3,1 80,0 £ 3,1 80,2 £3,1
5 69,0 3,4 69,0 £ 3,4 69,5+3,5 5 77,0 £ 3,3 77,0 £3,3 77,3+£3,4
TOnoum (N = 86) Onomm (N = 83)
1 84,6 £3,9 84,6+ 3.9 84,8 £ 3.9 1 89,2+34 89,2+3.4 89,3+£3,4
2 72,5+4,9 72,5149 72,8 £4,9 2 83,1 +4,1 83,1 £4,1 83,3 t4,1
3 71,3 £4,9 71,3149 71,7+ 5,0 3 77,0 £ 4,6 77,0 £ 4,6 77,2 £4,7
4 70,1 £5,0 70,1 £5,0 70,6 £ 5,0 4 77,0 £ 4,6 77,0 £ 4,6 77,3 £ 4,7
5 67,7 5,1 67,7£5,1 68,4 5,2 5 72,6 £5,0 72,6 £5,0 73,0 £5,0
Jesymkn (N =97) Jeymku (N = 83)
1 84,5+ 3,7 84,5+ 3,7 84,6 £ 3,7 1 89,2+34 89,2+3.4 89,2+3,4
2 742+ 4.4 74,244 74,4+ 4.5 2 84,3 +4,0 84,3+4.,0 84,4+ 4,0
3 72,2 £ 4,6 72,2+ 4,6 72,4+ 4,6 3 83,1 4,1 83,1 £4,1 83,21t4,1
4 70,1+ 4,6 70,1 +4,6 70,4 + 4,7 4 83,1 +4,1 83,1 £4,1 83,214,1
5 70,1 £ 4,6 70,1 £ 4,6 70,5 + 4,7 5 81,5+4,3 81,5+4,3 81,7+4,3

Ilpumenanue (30ecv u 6 maba. §). P+ m — noepewnocms 6 3naveHusx.

Tab6auna 9. /lunamuxa noxazameneii 00HosemHuell Habaoo0aemou gvlcusaemocmu noopocmios Cankm-Ilemepdypea ¢ duaenozom 3HO

Bce 3HO (C00-96)

06a nona 84 64,8 106 85,8 88 83 66 93,9 42 95,2
IOnomm 48 67,7 47 83 43 83,7 34 91,2 19 94,7
JleBymkun 36 61,1 59 88,1 45 82,2 32 96,9 23 95,7

JIumdomer (C81-85, 88, 90, 96)
IOnomm 14 77,8 14 92,9 16 93,8 12 100 9 88,9
JleBymku 9 66,7 26 100 23 91,3 12 91,7 5 100

OpuruHanbHbie UccnegoBaHus



OpuruHanbHble UCCNEefoBaHuUA

s IETCKOU
HOAro

3akimouenue

[MpoBeneHue MccaenoBaHUs TTOKA3aJI0 MTOJIOXUTEb-
HyI0 TMHaMuKy 3aboneBaemoctu 3HO cpenu moapoct-
KOB, YCTOWYUBYIO CTPYKTYypy OHKOIIATOJOTUM CpEau
IOHOTIIe, HEKOTOPbIE M3MEHEHMST CTPYKTYPHl OHKOIA-
TOJIOTUU CPENM JEBYIIIEK, CYIIECTBEHHBI POCT MOKa3a-
TeJeil S-neTHel Ha0M1aeMOil U OTHOCUTEbHO BB -
BAeMOCTH.

Mastoe 4wncio ciaydyaeB 3a0oJieBaHUS TOAPOCTKOB
3HO Ha MHOTMX aIMUHUCTPATUBHBIX TeppUtopusix Poc-
CUM CYIIIECTBEHHO 3aTPyIHSIET aHATN3 3aKOHOMEPHOCTEH

FTEMATOJIOTMN u OHKOJIOT MU

OIWHAMWKN W CTPYKTYPBI OHKOITATOJIOTMH, HO OCOOEHHO
OLIEHKY (P (EKTUBHOCTH TTPOBOAUMBIX ITPOTUBOPAKOBBIX
Meporpustrii. Co3gaHne CUCTEMBI IETCKUX U TTOAPOCT-
KOBBIX PaKOBBIX PETHMCTPOB B MacHiTabax heaeparbHbIX
OKPYTOB C TINATEJIbHBIM KOHTPOJIEM MCITOJTHUTEIBHOMN
TUCIATUIMHEI CITeIUATN3UPOBAHHBIX YIPEKICHN, B TOM
YUCciie OHKOJIOTUYECKOTO M TeMAaTOJIOTUYECKOTO TMpodu-
JisI, CYHIECTBEHHO OOJIETYMIIO TIOJydeHUe OOBEKTUBHOIM
SMUICMHUOJIOTHYECKOM XapaKTePUCTUKH W 3(P(HEKTUBHO-
CTH JICUCOHO-TIPODMIAKTIISCKIX MEPOIIPUSITHI 10 IIIH-
poxkomy Kpyry Jokanuzauuit 3HO.

1 207 1

NUTEPATYPA

1. 310KavyecTBEHHbIE HOBOOOPA30BaHUS

B Poccun B 2014 roay (3ab6osieBaeMOCThb

u cMepTHOCTh). Pen. A 1. KanpuH,

B.B. Crapunckuii, I'B. I[Tetposa. M.: MHMOU
uM. I1.A. Tepuena-buman @PTBY «OMMUAILL
uM. TT.A. Tepuena» Munsapasa Poccun,
2016. 250 c. [Malignancies in Russia in 2014
(morbidity and mortality). A.D. Kaprin,

V.V. Starinskiy, G.V. Petrova (eds.). M.: MNIOI
named after PA. Gertsen — affiliate FGBU
FMITS named after PA. Gertsen Ministry of
Health of Russia, 2016. 250 p. (In Russ.)].

2. Kanutonosa O.A., Mepa6umswiu B.M.,
Kompirun B.A., @unatos B.H.
3J10Ka4eCcTBEHHBIE OMYXOJIH Y IETeit

B Jlenunrpaze. B ¢6.: 3710KauecTBeHHbIE
HoBooOpa3oBaHust B Jlenunrpazue. [Tox pen.
P.U. Baruepa, B.M. Mepaouiusuiu. CIT16.:
I10-3 Jlenynpusnara,1991. C. 134—145.
[Kapitonova O.A., Merabishvili V.M., Koly-
gin B.A., Filatov V.N. Malignant tumors in
children in Leningrad. In: Malignancies in
Leningrad. R.I. Vagner, V.M. Merabishvili
(eds.). SPb.: PO-3 Lenuprizdata, 1991.

Pp. 134—145. (In Russ.)].

3. Mepabumsuiau B.M. BekrBaeMOCTb
OoHKoJiornyeckux 6onbHbIX. CI16.: OO0
«®upma KOCTA», 2006. 440 c. [Merabishvi-
li V.M. The survival rate of cancer patients.
SPb.: 000 Firm COSTA, 2006. 440 p.

(In Russ.)].

4. Mepadbumuiau B.M. [IluHamuka
OHKOJIOTUYECKOI 3a00J1eBaeMOCTH,
Ha0JII01aeMOi1 1 OTHOCUTEJIbHOM
BBIKMBAEMOCTH TTOAPOCTKOB (15—17). B KH.:
BbIKrBaeMOCTb OHKOJIOTUYECKHUX OOJBHBIX.
Beinyck Bropoii. Hacts 1. IToa pen.

I0.A. Illep6yka. CII6.: OO0 «M3narenbcko-
nonurpaduyeckast komnaHus «KOCTA»,
2011. C. 318—326. [Merabishvili V.M. Trends

60

in cancer incidence observed and relative sur-
vival of adolescents (15—17). In: The survival
rate of cancer patients. Release of the second.
Part I. Yu.A. Shcherbuk (ed.). SPb.: OO0
Publishing and printing company COSTA,
2011. Pp. 318—326. (In Russ.)].

5. Mepabumsuiu B.M. 3a6oieBaeMOCTb
neTeil ¥ IOAPOCTKOB. B KH.:
Oukosiornyeckas ciyxoa CaHKT-
TlerepOypra. [Ton pen. B.M. Mepabuiusuiu.
CI16.: MeauuunHckas npecca, 2003. C. 41—
44. [Merabishvili V.M. The incidence of chil-
dren and adolescents. In: Oncology Service of
St. Petersburg. V.M. Merabishvili (ed.). SPb.:
Medical press, 2003. Pp. 41—44. (In Russ.)].
6. Mepabuisuiu B.M. 3710KauecTBEHHbIE
HoBooOpa3zoBaHus B Mupe, Poccuu, CaHkT-
TTetrepoypre. CI16.: OO0 «M3narenbcko-
nonurpadudeckast Kommnanust «KOCTA»,
2007. 423 c. [Merabishvili V.M. Malignancies
in the world, Russia, St. Petersburg. SPb.:
OOO Publishing and printing company COS-
TA, 2007. 423 p. (In Russ.)].

7. Mepabumsuiu B.M. MeTtononorndyeckue
MOIXOIBI K MPOBEACHUIO aHATTN3a TMHAMUKHI
OHKOJIOTUIECKOM 3a60J1eBa€MOCTH,
Ha0JI01aeMOli U OTHOCUTETbHOM
BBIKMBAEMOCTH MOAPOCTKOB (15—17).

B kH.: OHKOJIOTMYecKasi CTaTUCTUKA
(TpaguIIMOHHBIE METOMbI, HOBBIE
MHOOPMALMOHHbIE TEXHOJIIOTUN):
pyKoBozcTBo ast Bpaueit. Yacts 1. CIT6.:
000 «M3natenbcko-noaurpaduyueckas
kommanus «KOCTA», 2011. C. 175—184.
[Merabishvili V.M. Methodological ap-
proaches to the analysis of the dynamics of
cancer incidence observed and relative surviv-
al of adolescents (15—17). In: Oncological
statistics (traditional methods, new informa-
tion technologies): Guidelines for physicians.

Part I. SPb.: OOO Publishing and printing
company COSTA, 2011. Pp. 175—184.

(In Russ.)].

8. OHKoOIIOTYECKAsT TOMOIIb HACEIEHUIO.
IMon pen. B.M. Mepadbumsuiu. CI16.: T'Y3
«Bropo MeIUIIMHCKOM cTaTucTUKm», 2001.
199 c. [Oncologic help to the population.
V.M. Merabishvili (ed.). SPb.: GUZ Bureau
of Medical Statistics, 2001. 199 p. (In Russ.)].
9. Barr R.D., Ries L.A., Lewis D.R. et al.
Incidence and incidence trends of the most
frequent cancers in adolescent and young
adult Americans, including “nonmalignant/
noninvasive” tumors. Cancer
2016;122(7):1000—8.

10. Berrino F., Capocaccia R., Coleman M.P.
etal. (Ed.). Survival of cancer patients in Eu-
rope: the EUROCARE-3 study. Ann Oncol
2003;14(Suppl 5):1—155.

11. Bleyer A., Budd T., Montello M. Adoles-
cents and young adults with cancer: the scope
of the problem and criticality of clinical trials.
Cancer 2006;107(7 Suppl):1645—55.

12. Cancer incidence in five continents. Vol. X.
TARC Scientific Publication Ne 164. Eds. by
Forman D., Bray F, Brewster D.H. et al.
Lyon, 2014. 1365 p.

13. Ferrari A., Bleyer A. Participation of ado-
lescents with cancer in clinical trials. Cancer
Treat Rev 2007;33(7):603—8.

14. Pisani P., Buzzoni C., Crocetti E. et al.;
AIRTUM Working Group; CCM; AIEOP
Working Group. Italian cancer figures, report
2012: Cancer in children and adolescents.
Epidemiol Prev 2013;37(1 Suppl 1):1-225.
15. Sant M., Allemani C., Santaquilani M.

et al; EUROCARE Working Group. EURO-
CARE-4. Survival of cancer patients diag-
nosed in 1995—1999. Results and commen-
tary. Eur J Cancer 2009;45(6):931-91.



JETCKOU
I'EMATOJIOT'MU u OHKOJIOT'UN 1 2017 11

dppekmusHocmb U Ge3onacHocmb npenapama Okmodarmop
npu npothunakmuyecKom nevyeHuu nogpocmKoB
¢c mamxenoi remotunueil A

HOAro

B.B. Baosun!, T.A. Aunpeesa?, U.JI. lassiakun’, I1.B. Ceupun’, E.D. ITTumrep!, B.1O. ITerpos!, W.A. JIaBpuueHko?,
H./. Kmuvosa?, A.B. Kum?, 11.B. Kypros?, M.C. Illamuna’, O.A. I'ycakosa®, E.B. Kammauna®, A.M. Ilycrep*, I.A. Kynnaii*
'TBY3 «Moposoéckas 0emckas 20podckas kaunu4eckas 6oavhuya Jlenapmamenma 30pasooxpanenus 2. Mockewr; Poccus, 119049,
Mockea, 4-it Joopwinunckuii nep., 1/9; °CII6 TBY3 «lopoockas noauxaunuxa Ne 37 ; Poccus, 191186, Cankm-Ilemepoype,
ya. Topoxosas, 6;,°®@I'BOY BO «Camapckuii 2ocyoapcmeentbiil MeOuyuHckuil yrugepcumem»> Murnzdpaea Poccuu;

Poccus, 443099, Camapa, yar. Yanaeeckas, 89; ‘A0 «<TEHEPHUYM>; Poccus, 123112, Mockesa, ya. Tecmosckas, 10

Konmaxmmuuwte dannvie: Bradumup Bukmoposuu Bdosun vdovin.v@gmail.com

H3yuenvt s¢pgpekmusrHocms u 6e30nACHOCMb OMeuecmeeHHo20 pekomouranmuoeo pakmopa VIII(FVIII) ¢ yoasennvim B-domernom (mo-
poxmokoe anrsgha, Oxmogpakmop®, AO « EHEPHYM>») npu npopunraxmuueckom aeuenuu 12 nodpocmicoe é éozpacme om 12 do 17 rem
¢ msaxcenoii eemoguaueii A. Oxmogaxmop 6sodunu 6 doze 35 + 5 ME/ke 3 paza 6 nedearo ¢ unmepeanrom He mernee 48 1 ¢ meuenue 21 + |
Hed. Dpgpexmusrnocms mepanuu oyerusaru 'y 11 nayuenmos, nockoavky 1 6016HOU Oblr UCKAIOUEH U3 UCCACO08AHUS NOCAE NEePBOLL UHBEK -
yuu npenapama Oxmoghakmop 6 césa3u ¢ ariepeuyeckoil peaxkyueii. Ha gone npoguirakmuueckoeo aeuenus npenapamom Oxmogaxmop
oObL10 3apeeucmpuposaro 17 snu3z0006 kposometenuii y 6 nayuenmos. CpedHee uucao anu3o0006 kposomeueHuii cocmaguno 1,55 = 2,12.
U3z 17 eemoppacuueckux snuz0006 14 (82,4 %) kposomeuenuii oviru nocmmpagmamuyeckumu, 3 (17,6 %) — cnonmannvimu. Cpednee
YUCA0 INU30008 CNOHMAHHBIX KposomeueHUill (0CHO8HOI Kpumepuil d¢pexmusnocmu) cocmasuno 0,27 + 0,65, umo ceudemenbcmeaosano
0 HU3KOIl yacmome 060CMpeHULl eeMoppazu4eckoeo cuHopoma na gore npoguraxmuueckoeo aeuerus npenapamom Okmogpaxmop. Cpedu
6CeX 3apeucmpuposanHbix eemoppazuyeckux snu30006 10 (58,8 %) 6viau neekumu, 5 (29,4 %) Habarodenuii cpedreil cmenenu msjcecmu
u 2 (11,8 %) maxceavix snuzooa. Cpedu cnOHMAHHBIX KPOBOMEUEHUI OMMeYAIUch MoabKo Aeekue u cpedHemsiceasie. [lodasasiouee
bonvuiuHcmeo eemoppazuteckux anuz0006 (15, uru 88,2 %) 6viau kynuposansl 1—2 egedenusmu npenapama Oxkmogpakmop. Cpedree Ko-
auxecmeo eeedenuil npenapama Oxmoghakmop 041 Kynuposarus 1 eemoppaeuyeckoeo snuzoda cocmasuno 1,6 = 0,86. /s kynuposarus
1 3nu300a kposomeuenus 6 cpednem 6vi.10 Heodxodumo 3808,8 £ 2022,4 ME npenapama Oxkmogaxmop. [lpu kormpoasvHom o6caedoganuu
(3 eusuma) ocmamounas akmuernocmo FVIII uepes 48 u nocae ésedenus npenapama Oxmogaxkmop 6vina 2 % u 6oaee y nooaeaaruezo
bonvuuncmea (63,6—90,9 %) nodpocmros. Obuwee koaruvecmeo npenapama Oxkmogakmop, 66e0eHH020 045 NPOPYUAGKMUKU KPOBOme-
uenuil, cocmasuao 1 500 500 ME, oas ocmarnosxu kpogomeuenuii — 64 750 ME. bezonacnocms mepanuu oyenusaru y 12 nayuenmos.
Bouau 3apeeucmpuposanst 9 Hexcenamensroix seaenuil (HS) y 7 6oavhbix, cpedu komopwix npeobaadanu kaunuyeckue — 5 (55,6 %) cay-
yaeg. Y 1 nayuenma na nepgoe egedenue npenapama Oxmogakmop 603HUKAQ arnepeudeckas peakyus, Komopas 6biaa pacyeHena KaxK
cepvesroe HA neexoii cmenenu msaxcecmu. Bee ocmanvubie HS Obiau Hecepbe3HbiMU U AeKUMU U paspeuurucy 6e3 nocaredcmeuii. Tpombo-
IMOONUUECKUX OCAONCHEHUL U UMMYHOREHHbIX PeaKyuil He 3apesucmpupogano. Takum obpasom, noayueHHsie 0aHHble CGUOCIENbCBYIOM
00 3¢ppekmusrocmu u 6e3onacrocmu npenapama Okmogakmop Kax 045 NPoPUAAKMUKU, MAK U 045 OCIAHOBKU KPO8OmMeueHUll Y noo-
POCMKO06 ¢ msicenoil eemoghuaueti A.

Karoueawie caosa: noopocmku 6 éospacme 12— 17 nem, eemoguaus A, pexombunanmusiii npenapam gaxmopa VIII ¢ yoarennvim B-dome-
Hom, OKkmoghakmop, npoguraKkmuueckoe aeyenue, 3PHexmusHocms, 6e30NacHOCMb

DOI: 10.17650/2311-1267-2017-4-1-61-70

The efficacy and safety of the drug Octofactor in prophylactic treatment of adolescents with severe hemophilia A

V.V. Vdovin’, T.A. Andreeva®, I.L. Davydkin’, P.V. Svirin', E.E. Shiller’, V. Yu. Petrov', I.A. Lavrichenko’, N.I. Klimova’,
A V. Kim?, LV, Kurtov’, M.S. Shamina’, O.A. Gusyakova’, E.V. Kalinina’, A.M. Shuster’, D.A. Kudlai*

'Morozov Children’s City Clinical Hospital Department of Health in Moscow, 1/9 4" Dobryninskiy Per., Moscow, 119049, Russia;
2City polyclinic Ne 37; 6 Gorokhovaya St., Saint Petersburg, 191186, Russia; *Samara State Medical University, Ministry of Health
of Russia; 89 Chapaevskaya St., Samara, 443099, Russia; ‘A0 “GENERIUM”; 10 Testovskaya St., Moscow, 123112, Russia

Effectiveness and safety of domestic recombinant factor VIII (FVIII) with removed B-domain (moroctocogum alfa, Octofactor®,
JC “Generium”) usage for preventive treatment of 12 adolescents at age 12— 17 years old with severe hemophilia A described in this article.
Octofactor infused in dose 35 = 5 ME/kg 3 times per week with the interval of 48 hours during the period of 21 £ I weeks. Effectiveness of
therapy estimated at 11 patients because 1 patient was excluded after the first injection of Octofactor due to anaphylactic reaction. Seventeen
episodes of bleeding at 6 patients were registered on the background of treatment with the help of Octofactor. Mean number of episodes of
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bleeding was 1.55 = 2.12. Fourteen (82.4 %) hemorrhagic episodes of 17 were posttraumatic and 3 (17.6 %) were spontaneous. Mean
number of spontaneous episodes (main criterion of effectiveness) was 0.27 = 0.65, which confirms the low frequency of exacerbations of
hemorrhagic syndrome on a background of prophylactic treatment by Octafactor. Among all registered hemorrhagic episodes, 10 (58.8 %)
were mild, 5 (29.4 %) observations were intermediate and 2 (11.8 %) episodes were severe. Overwhelming majority of hemorrhagic episodes
(150r 88.2 %) were stopped after 1—2 infusions of Octafactor medication. Mean number of infusions of Octofactor medication for stopping
of hemorrhagic episodes was 1.6 = 0.86. It was needed mean 3808.8 + 2022.4 ME of Octofactor medication to stop 1 episode of bleeding.
Residual activity of FVIII after 48 hours after the Octofactor infusion was 2 % and more at overwhelming majority (63.6—90.9 %) of
adolescents during the observation (3 visits). Common number of Octofactor medication infused for bleeding prevention was 1 500 500 ME,
for bleeding stopping — 64 750 ME. Safety of therapy estimated at 12 patients. Nine adverse events (AE) were registered at 7 patients, clinical
AE were predominant — 5 (55.6 %) cases. One patient had an anaphylactic reaction on the first infusion of Octofactor medication which was
estimated as serious AE of mild severity. All other AE were not serious or mild and resolved without after-effects. Trombembolic complications
and immunogenic reactions were not registered. Thus, received data demonstrate the effectiveness and safety of Octofactor medication both
for prevention and stopping of bleeding at adolescents with severe hemophilia A.

HOAro

Key words: adolescents aged 12—17 years, hemophilia A, recombinant preparation of factor VIII with deleted B-domain, Octofactor,
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OktodakTop® — pPeKOMOMHAHTHBIN (akTop CBep-
teiBanust kKposu VIII(FVII) ¢ ymanennsim B-momenom
(B-domain deleted rFVIII-BDDrFVIII, mopokTokor
anbda) oreyectBeHHOro nmpoussoactsa (AO «'EHEPU-
VYM», Poccus). Ilpenapar npegHazHayeH sl 3aMeCTH-
TEJIbHOU Tepanuu y 001bHbIX TeMobmineit A. C MOMeHTa
co3nanus npenapata B 2010 . 6bUT TTpOBEIEH PSII TOKIIH -
HUYECKUX U KIIMHNYeCKUX ucciaenopanuii. B xone I dasnr
KJIMHUYECKOTO HCCAeNOBaHUS ObLIM M3y4yeHbl (hapma-
KOKMHETUYECKHUE CBOMCTBa, 0€30MacHOCTh M MEPEHOCH -
MOCTb Tperapata OKTo(akTop, BBOIUMOTO OJHOKPATHO
B pa3HbIX 103aX, y 00JbHBIX TeModuineit A (mpoTokosn No
KHW-15/11) [1, 2], a B xome II-III ¢da3bl KIMHIYIECKOTO
Hcciea0BaHusl (KOHTPOJIMPYEMOe, PpaHIOMU3UPOBAaHHOE,
OTKPBITOE B IapajuleJIbHBIX TpyMIiax, MPOCIEKTUBHOE,
MHOTOLIEHTPOBOE KJIMHUYECKOE UCCAENOBaHUE MO MPO-
tokoy Ne KM-16/11) — addekTBHOCTD U Ge3omac-
HOCTh TIpenapata OKTodakTOp B CpaBHEHUH C IIperapa-
toMm Okranat® (Okradapma, ABCTpus) B TPO(PUIAKTHKE
(1-s1 yacTh) U JeyeHuU (2-51 YacTh) KPOBOTEUEHMI y Ma-
LIMEHTOB C TSKEJIOW W CpemaHeTsDKenol remoduiuein A
[1, 3, 4]. VYkazaHHble WuCCIeIOBAHUSI TPOBOAUIUCH
y B3pOC/bIX MalMeHToB (crapiie 18 ner) m mokasanu,
yto otedyecTBeHHbIH BDDrFVIII (OxrodakTop) 1mo
(dapMaKOKMHETUYECKUM CBOMCTBaM, 3(QGEKTUBHOCTA
1 0e30IMacHOCTH COMoCcTaBUM ¢ TnaszmaTuyeckum FVIII
(OKTaHaT) U ero MOXHO HMCIIOJb30BaTh KakK JJISI KyIW-
pOBaHMSI TEMOPPArMUeCcKrX SIMMU30/I0B, TaK U B Ka4eCTBE
MPOPUIAKTUISCKOTO JICUCHUS y MAIlMeHTOB C TSKEIOMN
U cpelHeTsKenoi remopunueit A [1, 3, 4].

JaHHas cTaThsl MOCBsIIEHA pe3ybraTaM IIPOCIIEK-
TUBHOTO, MHOTOILIEHTPOBOTO KJIMHUYECKOTO HCCJIeIOBa-
Hus 2bdeKTUBHOCTU U Oe3omacHocTu mpenapara Ok-
To(haKTOp Y MOAPOCTKOB B Bo3pacte 12—18 jet ¢ Tsekemoit
U cpenHeTskenoil remodpmwmmeit A (IV dasza ncciemona-
Hus, mpotokoa Ne KMN-29/14).

3amauu McceaoBaHus y MOJPOCTKOB B Bo3pacTte 12—18
JIET C TSKEJIOW U CpelHeTsKeN0i reModunueit A:
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1. Ouenutsb achekTuBHOCTH Tipenapara OKTohakTop
JUTSI PO MITAKTUKY Pa3BUTUSI KDOBOTCUEHUIA.

2. OueHuth 3¢ dekTuBHOCTL Mpenapata OkTodak-
TOD JJIsI OCTAHOBKY KPOBOTEUEHU I, BOSHUKIIUX Ha (hOHE
NpodUIaKTUYECKOTO JICUECHUSI.

3. M3yyuth octaTtounyto aktuBHOcTh FVIII Ha done
npoduiakTuIeckoit Tepanuu rpenapatrom OKTodhakTop.

4. OueHuth Oe3omacHOCTh mnpernapara OKTodaxkTop
npu NpohUIaKTUYECKOM JICUEHUH.

ITanueHTHI 1 METOIBI

HccnenoBaHne POBOOIM B COOTBETCTBUM C TUYC-
CKMMHU TIPUHIIUIIAMU, W3JIOXEHHBIMU B XEJIBCUHCKOMN
neknapaiiy  BceMupHON MEIMIIMHCKON —accolvaluu
(2008 1.), DenepanbHbIMU 3aKOHamMu P® «O6 obpariie-
HUU JIEKapCTBEHHBIX cpeacTtB» Ne 61-P3 ot 12.04.2010
1 «O0 0OCHOBaxX OXpaHbl 310POBBS TpaxknaH B Poccuiickoii
Ddenepaunm» Ne 323-D3 ot 21.11.2011, HarmmoHanbHBIM
crangaprom P® T'OCT P 52379-2005 «Hamrexamas
KJIMHWYecKasl npakTuka» (yrBepxkaeH [Ipukazom Dene-
pPaJIbHOTO areHTCTBA IT0 TEXHWUYECKOMY PETYJIMPOBAHUIO
u Metposoruu ot 27.09.2005 Ne 232-cT).

Kaxmerit HecoBepIIIeHHOJICTHUIA TTAIIUEHT 1 €T0 POIM-
Teau (YCRIHOBUTENIN) 10 Havyaia UCCIeI0BAHUS TTOTYIUIN
MHGOPMALIMOHHBIN JIMCTOK C OMMCAaHUEM MCCIIeI0BaHUS
U JaJI J0OPOBOJIBLHOE MUChbMEHHOE MOATBEPKAEHNE CBO-
ero commacus Ha yJacTWe B HeM. BBIIM MmpeaycMOTpeHbI
pa3Hble MH(pOPMAIIMOHHBIC TUCTKHU IS TAIIUEHTOB B BO3-
pacte ot 12 1o 15 n ot 15 1o 18 Jet, a TakKe IJ1I POJINTE-
Jiel (YChIHOBUTEIICH ) HECOBEPIIICHHOJICTHUX TTAlIMEHTOB.

B wucchaenoBaHMM TpUHSIM  ydyacThe 3 LIEHTpa:
Mopo3oBcKast AeTcKasl TOpoIcKas KJIMHHYecKass OOJIb-
Huma JlemapTamMeHTa 3apaBOOXpaHEeHUS T. MOCKBEI
(MATI'KB), rmaBHBIN HMCCIemOBaTeIb — Bpad-TeMaTOJIOT
OTIeJeHUs OOIIell reMaToJIOTUU C MAaTOJOTME TeMocC-
taza MIII'Kb B.B. BnoBun; Topoackas MOJMKIMHMKA
Ne 37 (Caukr-IleTepOypr), IIaBHBINA MCCeAOBaTENlb —
3aBeayromast [opoacKUM IEHTPOM I10 JICYCHHNIO OOJIBHBIX
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remopwiueit K.Mm.H. T.A. AHnapeeBa; CamapcKkuii rocy-
JMAPCTBEHHBI MEIWIIMHCKUI YHMBepcuTeT MWuH3IpaBa
Poccuu (CamI'MYV), rnaBHbIi KccieqoBaTe b — 3aBEAYIO-
muii kadeapoi rocnuTaaibHOR Tepanuu ¢ KypcoM TpaHC-
dy3uonorun CamI'MY, nupexrop HHUUM rematonorumu,
TpaHCHY3UOJOTUM U UHTEeHCUBHOU Tepanuu CamI' MY
JI.M.H., ipodeccop W.JI. [laBbIAKKH.

Jata Hauana ucciaegoBanust — 22.08.2014, nata oKoH-
yaHus ucciaenoaHus — 13.05.2015. ITpoaoKUTe IbHOCTh
ucciIeaoBaHus coctaBuia 8 Mec 21 neHb (264 aHs).

Cnoncop uccinenoBanus — AO «TEHEPUYM».

ITocyie OTMBIBOYHOTO MEPUOA JUTUTETIBHOCTBIO HE ME-
Hee 4 ¢yt (96 4) MPOBOAMIIN CKPMHUHIOBOE 00C/Ie0BaHIE
MalMeHTOB, KOTOPOe BKJIIOYAIo cOOp aHamHe3a, (pusu-
KaJIbHBII OCMOTp, PETUCTPALIMIO TTOKa3aTeei XXKU3HEHHO
BaXKHBIX (DYHKIINH (M3MepeHre apTepUuaibHOTO TaBJICHUS
(Al), TemriepaTypsl Tesia, MOACYET YACTOTHI CEPIEYHBIX
cokpamennit (YCC) u wacrorsl aeixanus (YJ1)), ompe-
JIeJIeHUe aKTUBUPOBAHHOTO YaCTUYHOTO TPOMOOILIACTU-
HoBoro BpeMeHH (AYTB), MexXImyHapOIHOTO HOPMAJTN30-
BaHHoro otHoweHus (MHO), aktusHoctu FVIII, Tutpa
uHruouropa kK FVIII, koHueHtpauuu D-numepoB, BbI-
MOJIHEHUE 0O0Iero U OMOXUMUYECKOTO aHATU30B KPOBH,
001Iero aHaJlu3a MOYU, OMPEETICHUE aHTUTEN K BUPYCY
nmMyHoneduiura yenoseka (BWY), moBepxHOocTHOrO
aHTureHa supyca renatura B (HBs-Ag) u anturen K Bu-
pycy renatura C (HCV). dnuTenbHOCTh TTepUoaa CKpU-
HUHIOBOTO 00CJIe10BaHUs cOCTaBisIa He bosee 14 cyT.

Kputepuu BKII0UeHHS NANUEHTOB B UCCJIE0BAHNE:

* Bo3pacT ot 12 go 18 jger (Ha MOMeHT oTbOpa B UC-
clleIoBaHKe);

* TSKeJIas WIN cpenHeTskenas popma remopuimu A
(aktuBHOCTH FVIII MenHee 1 1 1—2 % COOTBETCTBEHHO);

+ orcyrctBue uHruouropa Kk FVIII npu nposeneHnun
CKPUHUWHTIA U B aHaAMHe3¢ 3a00JieBaHus (TUTP UHTUOUTO-
pa menee 0,6 BE o pesynsraram rpoosl HuiimereH);

* mpeauiecTByoollee npuMeHenue npenapatos FVIII
(150 nHeit BBeneHUs u doJiee).

Kputepun HeBKII0YeHUS NAMEHTOB B CCJIEIOBAHME:

* HaCJEACTBEHHass WIM MPUOOpETeHHas remMoppa-
ruyeckKasl KoaryJjaomnatusi Ipyroro reHe3a (He CBsI3aHHas
c remowineit A);

* TpeBblllIeHNEe BepxHell rpaHuiibl Hopmbl MHO 5o-
KaJIbHOW J1TabopaTopuu B 1,5 pa3za u 6oJee;

* HaJIUYME MPU3HAKOB TpoMOO3IMOOIU, PubdpuHO-
JIN3a WIW CUHAPOMA TUCCEMUHUPOBAHHOTO BHYTPUCOCY-
JINCTOTO CBEPTHIBAHUSI;

* uHdumpoBanHocts BUY;

* HaJW4yue B aHaMHeE3€ MallMeHTa aJlJIEPTUYECKUX pe-
aKIIUii Ha BBeIEHUE MOPOKTOKOTA aibda;

* XUPYPTUYECKOE BMEIIATEIbCTBO, 3AILTAHUPOBAHHOE
Ha BpeMs y4acTUsl MallMeHTa B UCCIEN0BaHNU (32 UCKITIO-
YEHWEeM XUPYPTUYECKMX BMEIIATENIbCTB, HEOOXOMMMBIX
1O 3KCTPEHHBIM MEIUIIMHCKUM TIOKA3aHUSIM BO BpeMsi
HUCCIeA0BaHUs);

TEMATOJIOTMM u OHKOJIOT MU

e HapymieHHe (YHKIIUHU TTOYEK, IMPU KOTOPOM KOH-
LIEHTpallMsl CBIBOPOTOYHOIO KpeaTWHWHA OoJjiee uyem
B 1,5 pa3a npeBbllIaeT BEPXHIOW IPaHUILy HOPMBbI JIOKaJb-
HOIi TabopaToOpuu;

* TsDKeJas TedyeHOYHasl HeAOCTaTOYHOCTh WU 00-
JIe3Hb MeYEeHU B aKTUBHOM (DopMe, B TOM UHCJie BbI3BAH-
Hast Bupycamu rermatnta B m C (aKTUBHOCTH TpaHCaMU-
Ha3, MpeBbIlIalolias B 5 pa3 BEPXHIOW IPaHUILY HOPMBI
JIOKaJIbHOW J1abopaTopun);

* TPOMOOLIMTOIEHUS (KOJTUYECTBO TPOMOOILIMTOB Me-
nee 100,0 x 10°/n);

* OCTpble UH(EKIIMOHHbIE 3a00JIeBaHMS;

* TsDXKeJble coMaThYecKue 3a00JieBaHusl, KOTOpbIE, MO
MHEHMIO MCCeaoBaTelisl, MOTYT MOBJIMSATL Ha Oe3orac-
HOCTb TMallMeHTa U ero CloCOOHOCTh coOII0AaTh TpeboBa-
HUS TIPOTOKOJA;

* TICUXMYecKUe 3a00JeBaHMSsI, TSKeJIble KOTHUTHUB-
HbIE PACCTPONCTBA, aJKOTOJbHAsI WJIM HapKOTUYeCcKas
3aBUCUMOCTD;

* yyacTue B APYroM KJIMHMYECKOM UCCIIeIOBAaHUN
B niepuoa A0 14 nHel mepea BKIAOYEHHEM B JaHHOE MC-
clieIoBaHMeE.

ITo pesynbratram CKpUHUHIOBOIO OOCJEAOBaHUS ISt
y4acTus B UCCJIeOBaHUU ObLIM OTOOpaHbl 12 MalueHTOB
B Bo3pacte 12—17 net ¢ tsaxenoi remoduiueid A (aKTUB-
HocTh FVIII — MmeHee 1 %). Yncio naneHToB, BKIIOYEH-
HBIX B MCCJIeI0BaHNE OT KaxJA0To LIEHTpa, MpeaAcTaBIeHO
B Taos. 1.

Taémuua 1. Yucao nodpocmros ¢ eemopunueii A, 8Kar04eHHbIX 8 UCCA008aA~

Hle Om Kaxcoo2o yeHmpa

MJITKB 4 4

Toponckast monukanHuKa Ne 37 5 4
(Cankr-IletepOypr)

CamI'MY 3 3

Bcezo 12 11

OxTOo(haKTOp BBOAWJIM BHYTPUBEHHO CTPYHHO Me-
JIeHHOo (B TeueHue 2—5 muH). [Ipu npodunaktuueckoit
Tepanuu paszoBas a03a Ipenapata OKTo(akTop cocTaB-
Jsta 35 = 5 ME/kr ¢ uHTepBajioM He MeHee 48 4 (3 pasa
B HEJEJIO: IOHEACAbHMK, Cpela, ISITHULIA) B TeYeHUe
21 = 1 Hen. Pa3oBylo 103y OKPYTJISUIN B CTOPOHY YBEJINYE-
HUST WUIM YMEHBIIEHMS 10 MUHUMAaJIbHOM TO3UPOBKU IIpe-
napata OkTodakTop Bo ¢uakoHe (250 ME). BeeaeHutio
nepBoii mo3bl TMpenapata OKTohaKTop MpealecTBOBa
OTMBIBOYHBII IEPUOJ MPOJOJLKUTEILHOCThIO HE MeEHee
4 cyT ¢ MOMEHTa IMOCJEIHEr0 BBEACHUSI MCIIOJb3YeMOIo
paHee npenapara FVIII.
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PasoByio no3y mpemapara OKTohakTop It KYITUPO-
BaHMS BO3HUKAIOIINX ITOCTTPABMATUYECKUX WM CITOH-
TaHHBIX KPOBOTEUEHU Ha (POHE TTPOPMIAKTUIECKON TE-
paTiii PaCCYMTHIBAIA C YIETOM TSKECTH W JIOKAIA3ALUN
KPOBOTEUYEHNSA ¥ HEOOXOIMMOTO TMOBBIIIECHUS aKTUBHO-
ctu FVIII (ta6a. 2) o dopmyie [5, 6]:

Heobxonumoe Heobxonumoe
kommuecto ~ Macca MOBBIIIEHHE 0,5 (ME/kr
npernapara Tena X axruHoctw FVIII X na ME/mwi)
(8 ME) (B KT) (% wn ME/mwn)

[Ipn HemocTaTOYHOM TeMOCTaTUYeCKOM 3((heKTe OTHO-
KpaTHOTO BBeICHUS 110 TpeboBaHUI0 OKTO(GaKTOP BBOIAM-
JIV TIOBTOPHO C MHTepBajoM 8—12 4.

B xoze uccienoBanus ObLIM 3alJIaHUPOBaHBI 4 Moce-
1IeHus Bpava (Bu3uTa): 1-e noceuieHue — 1-ii 1eHb BBe-
JIeHUsI Tipenapara 1 3 roceleHus Ha cpokax 4 + 1, 12 + 1
u 21 = 1 Hea. Bo Bpems 1-ro mocelieHust 10 BBEACHUS
rperapaTa TPOBOIMIN (PUBUMKAIBHBIM OCMOTp, OLIEHU-
BaJIM 1TOKA3aTeJIM KU3HEHHO BaXKHBIX (DYHKIIMIA, oTIpe/e-
asu AYTB m aktuBHocTs FVIII (1o BBeaeHus u yepes
30 MuUH T0CJIe BBeleHUs npemnapaTa). Bo Bpemst 3 mocie-
JIYIOIINX TIOCEIEHUH 0 BBEIEHMS IpertapaTa IpOBOIMIIN
(bm3MKaIBbHBINM OCMOTP, OLICHUBAJIY TT0OKa3aTeN XKM3HEeH-
HO BaxXHbIX (pyHKuwmit, onpenensiin AYTB, akTuBHOCTH
FVIII, tutp unruouropa kK FVIII, BbIMmogHsIM 00U
1 OMOXMMUWYECKUI aHaIu3bl KPOBU, BO BpeMsl 4-TO T10-
CelleHUs] JOTIOJIHUTEIbHO TIPOBOAWIIM OOIIMI aHaINn3
MOYH.

Ju3aiiH rccaenoBaHMs TIPEICTaBICH Ha PUCYHKE.

B TeueHue Bcero nepuopa uccienoBanus (21 = 1 Hen)
MalMEeHTHl WA UX POIUTENM BEJIM JHEBHUK, B KOTOPOM
(bukcupoBanm Bce ciiydar KPOBOTOUMBOCTH, UX TTPOHOJI-
SKUTEJIBHOCTD, JIOKAJIM3AlIMIo, TUM (BHYTPEHHUE WU Ha-
PYXXHBIE, CIIOHTAHHBIE WX TTOCTTPaBMaTUIECKUE).

FTEMATOJIOTMN u OHKOJIOT MU

Taomua 2. Heobxodumoe nosviwenue axmuenocmu FVIII u kpamnocms
66edenus npenapama

2017 1

Jlerkoe HecunbHble mo- 20—40 % wm 20—40 ME/m1,
BEPXHOCTHBIE KpO- Kaxnple 12—24 4, MuHU-
BOTEUCHMSI, Ha- MaJlbHO B TEYEHUE OTHUX
YajbHbIE TPU3HAKU CYTOK
reMapTposa I
KPOBOU3IUSHUS
B MBbILLILLY

Cpennerskenoe  I[emaprtpos, 3Haum- 30—60 % wm 30—60 ME/m,
TeJbHbIE KPOBOM3- Kaxiable 12—24 4, MUHM-
JIUSTHUSL B MBIIIILY, MaJbHO B Te4eHue 3—4 cyT
remMaroma

Tsokernoe Vrpoxatorme xu3- 60—100 % wim 60—100

HU KPOBOTCUCHMU S

ME/nn, xaxnpie 8—12 9

(TJIOTOYHBIE, BHY- 1O TIIOJIHOM OCTaHOBKH
TPUOPIOLIHBIE), KPOBOTEUEHMSI MJIM Kax-
KPOBOM3IUSHUE nibie 8—24 9 10 yCTpaHeHUSsT

B MO3I, TEMOTOPAKC

YIPO3bI KU3HU

Bo Bpemsi mocenieHuit Bpay-uccaeA0BaTeIb OLIEHU-
BaJI TSKECTh KPOBOTeueHUil. Takke perucTpupoBaioch
KOJMYECTBO WHBEKIMI mpenapara OxrodakTop, KO-
TOpOe TOTPeOOBAIOCh I KYNMUPOBAHUSI PAa3BUBLINXCS
KPOBOTEUECHUM.

OCHOBaHUSMHU AOCPOYHOTO MPEKpalleHUs YJacTUs
B JAHHOM UCCIEAOBAaHUU (KPUTEPUSAMH HCKIIOUEHUS)
OTIEJBHOTO MalleHTA SIBJISUIUCH:

* peakuus TUIIEPYYBCTBUTEIBHOCTH,
¢ BBeAeHueM nperapara OkTodakTop;

* nosiBieHue uaruoutopa Kk FVIII (tutp 0,6 BE u 6o-
Jiee Mo pesyjbTaTtaM Ipoobl HuiiMereH), moaTBepKiaeH-
HOE IMOBTOPHBIM UCCJIETOBAHUEM;

* pa3BUTHUE CEPbE3HOTO0 HEXEJATEIbHOTO SIBJICHUS
(HA), cBsazanHorO € BBeneHueM mnpenapara OkTodakrop;

CBsA3aHHaA

MNoanucaHue
UHPOPMUPOBAHHOTO
cornacua

Nepuop, cKpUHUHIra
(0-14 pHeinr)

Mepuop neyeHus

2-ii OTMBIBOYHBII Busur 1
nepuos

(96 4 u Oosiee)

1-ii OTMBIBOYHBII
nepuos
(96 4 u 6o1ee)

(1-ii nenn BBenenns) (4-a £ 1 ven) (12-a £ 1 nen)

Busur 4
(21-a £ 1 nen)

Busur 2 Buzur 3

Juzaiin uccaedosanus aghghekmusnocmu u 6e3onachocmu npenapama Okmoghakmop y nodpocmkoe 6 ospacme 12— 18 aem ¢ msaicenoii u cpednemsicenoi
eemopuaueii A (*— 2-it ommwl80UHbLI NEPUOO NPOBOOUAU 8 MOM CAYHAE, eCAU NPU NPOBeOeHUU CKPUHUHEA 8600UNU UCNOAb3YeMblil paree npenapam FVIII)
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* HecoOJoeHrEe TPeOOBaHMIT TTPOTOKOA;

* OTKa3 HECOBEPIIEHHOJIETHETO MalleHTa U/ WIK ero
ponuTeneii (YCBIHOBUTEIICH) OT y4acTHs B UCCIICIOBAHNUN,

* M3MCHEHWE TeUeHUS 3a00JIcBaHUS TallMeHTa, Tpe-
Oyrolee HEOTIIOXKHOTO XUPYPTUIECKOTO WM TepareB-
TUYECKOI0 BMEIIATeNbCTBA, KOTOPOE, M0 MHEHUIO Bpa-
Yya-ucceaoBaTelNsi, MODKHO BKITIOUATH 3allpelleHHYIO
COITYTCTBYIOIIYIO TepaInio;

* Hea(pdekTUBHOCTL mpemnapata OKTodakTop Ipu
MPpOPUIAKTUICCKOM JICUCHUM WU JICYCHUN KPOBOTEUe-
HUIi 110 TpeOOBaHUIO.

OcCHOBHBIM KpuTepueM 3(POEKTUBHOCTU SIBJISIOCH
KOJIMYECTBO CIIOHTAHHBIX KPOBOTCUCHUI, BO3HUKIINX
B TeueHue 48 4 nociie BBeAeHus npenapata OKTogakTop,
3a 21 * 1 Hen MpoUIAKTUYECKOTO JeUeHUSsI, TOTTOTHU -
TEJbHBIMU KPUTEPUSIMM — CTEIIeHb TSOKECTH CITOHTaH-
HBIX KPOBOTCUCHUII, KOJMUYECTBO BBCICHWI MpemapaTa
OkTodakTop I KyMMpOBaHUs | 313013 KPOBOTECUCHMST
C YY4ETOM €ro TsDKeCTH, oO0lllee KOJMYECTBO MperapaTa
OkTo(aKTOp, BBEACHHOTO 3a IMePHOI TPOGIIAKTUIECKO-
O JICUEHMS 1 JICUESHMS 110 TpeOOBAHMIO, YHCJIO MAIlMEHTOB
C TSDKeJIoi reModuiareil A ¢ 0CTaTOUYHOIN aKTUBHOCTBIO
FVIII 1 % n 6o7ee 1 91CII0 MTAalMEHTOB CO CPEIHETSIKEION
remoduianeil A ¢ ocratouyHoi aktuBHocTbio FVIIT 2 %
n Oonee uepe3d 48—72 4 Tocie BBeIECHUS Mperapata
OxTtodakTop Ha hoHe TPOPIIAKTUIECKON Tepariu.

Db beKTUBHOCTh Tepanuu oleHuBaIM y 11 mamueH-
TOB, MOCKOJIbKY | GOJbHOI ObLI UCKIIOYEH U3 UCCIIeN0-
BaHUS TTOCTIe TIepBOI MHBbEKIINY npenapaTa OKTohaKTop
B CBSI3U C AJJIEPrMYECKON peakne.

AxtuBHocTh FVIII onpenensiiv ¢ momouibio YHUGU-
LIMPOBAHHOTO OTHOCTAAWUHOTO KJIOTTMHTOBOTO METO-
na. IMossimenue aktuHoctu FVIII yepes 30 muH mocie
BBeleHUs Mpenapata (incremental recovery — K-value,
ME/nn Ha ME/Kr) paccunTsiBaiu 1o (popmye:

K-value=C, /D,

e C, koHneHTpaumst FVIII gepes 30 muH
nocJie BBeaeHus npenapara B ME/m, D, — no3a BHyTpH-
BEHHO BBelleHHOTO Ipernapara B ME/KT.

OneHky 0e30IacHOCTH IIperapaToB IIPOBOAMIN Ha
OCHOBaHWU CJIEAYIOIINX KPUTEPUEB:

* 4acToTa U TSXKECTh HeXeJaTeIbHbIX SIBJICHUM, CBSI-
3aHHBIX C MpUMeHeHueM Tpenapata OKTohaKTop;

* 4acToTa TPOMOOIMOOIMYECKUX OCTOXKHEHU;

* YacToTa ajuIepPruyecKuX peakiuii;

* yacToTa OOpa3oBaHMSI WHTUOUPYIOIINX aHTUTE]
K FVIII (tutp 0,6 BE 1 6051ee mo pesysisratam npoosl Huii-
MeETeH, TTOATBEPKICHHBIN ITOBTOPHBIM MCCIICIOBAHIEM);

* YyacToTa BO3HMKHOBEHUS MAaTOJIOTUIECKUX U3MEHE-
HUI 00IIeTO U OMOXMMHUYECKOTO aHAIIM30B KPOBH, TTOKA-
3aTesiell )KM3HeHHO BaxKHbIX dyHkumit (A, YCC, Y/,
TeMmIiepaTypa Tena).

TEMATOJIOTMM u OHKOJIOT MU

OreHKy  0e30MacHOCTH  Teparnuu
OxTodakTop MPOBOAWIN Y 12 MalMeHTOB.

CTaTuCcTUYECKYI0 00pabOTKY TMOJYYeHHBIX JaHHBIX
BBITIOJIHSIIA ¢ TTOMOIIIbIO riporpamMmbl SPSS, Bepcus 17.0.
B ananu3 BIouay NaHHBIE TOJIBKO MMEIOIIUXCS HA0JTI0-
JIEHU, OTCYTCTBYIOIIME 3HAUEHUSI HE BOCCTAHABIMBAIH.
3HavyeHMs TIoKazaTesiell MpeCTaBlIeHbl B BUIE CPEIHETO
(M) *£ cranmaptHoe otkjaoHeHue (SD), meauansl (Me)
¥ MUHUMAJTbHOTO U MAaKCUMAaJIbHOTO 3HAUEHUIA.

MpernapaTom

Pe3syabraTel n 00cyxKneHne

Hnsa ydactTuss B HCCIEIOBAaHUU ObLIM OTOOpPaHBI
12 moapOCTKOB MY>KCKOTO T10J1a B Bo3pacte oT 12 1o 17 net
¢ Tsaxenonn reModunueit A (aktuBHocTh FVIII MeHee
1 %). XapakTepuCTUKU MAllMEHTOB, BKIIOYEHHBIX B KC-
clieioBaHNe, TPUBEIEHbI B TabJI. 3.

Tadmana 3. Xapaxmepucmuka noopocmiog ¢ eemogpunueii A, GKAl0UeHHbIX
6 uccaedosatue

IToka3zarenn 3HaveHue nokaarens
Bospacm, 200061
cpenuuit (M = SD) 13,7+ 2,0
Me 13
pasbpoc 12—17
Macca meaa, ke
cpennsist (M £ SD) 56,9 + 16,0
Me 53,7
pasopoc 36—97

Jlaumeavnocmo cumnmomos cemopuauu A, 2006t

cpennsisi (M £ SD) 13,5+ 1,8

pasbpoc 12—17
Jlaenocmo ouaznosa, 200t

cpentsisi (M £+ SD) 13,25 +£2,0

pasbpoc 11-17

AJteproyiornyeckuii anamnes: y 1 (8,3 %) nanuenTta
OoTMeuasach ajljiepruyeckasi Chilib Ha BBEACHUE aMITU LI -
nmuHa, y 1 (8,3 %) 601bHOTO — He3HAUNTEIbHAS TTHIIEBasT
aJIEprus B BO3pacTe 10 2 JIET.

W3 comyrcTBylomumx 3a0o0jieBaHUIl Y TAIMEHTOB,
BKJIIOYEHHBIX B HCCJIEIOBAaHWE, ObUIM BBISIBICHBI OXM-
penue (y 2, wi 16,7 %), BpOXIOEHHBIIA ITOPOK Cepila
(y 1, nnu 8,3 %).

Y Bcex MOIPOCTKOB, BKIIOUEHHBIX B HCCIEIOBAHUE,
otcytctBoBan HBs-Ag u anturena k HCV u BUY.

3a 5 mec, MpeniecTBOBABUINX BKIIOUEHUIO B UCCTIe-
JoOBaHUE, Y 3 MallMEHTOB He ObUIO HUKAKKMX TTPOSIBJICHUIA
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TeMOpPParmdecKoro CHHApoMa, y 4 OONBHBIX 000CTpe-
HUS TeMOpparuyeckoro CMHIpoMa Haomomanuch 1 pas
B HeJIelTio 1 Jaie, y 1 maumeHTa — 1 pa3 B 2 Hell ¥ dalie,
y4 — 1 pa3 B Mecan u vate (1adi. 4). Y 2 60JIbHBIX KPO-
BOTEUEHUST OBLTN JIETKUMU, Y 7 TITAIIMEHTOB — CPETHETSIKE -
JIBIMU, TeMOpparnyecKue 3MMU30/bl ObLTN TIPEICTaBICHbI
TMOCTTPAaBMATUYECKUMU W CIIOHTAHHBIMUA TeMapTpo3amMu
U reMatomaMu. ¥ 1 60JbHOTrO KpoBOTE€YEHME KYUpOBa-
Jlock oiHOM nHbekumei nmperapata FVIII, y § maimmenTon
KPOBOTEUEHUST OCTAHOBWJIMCH TIOC]Ee 2 BBEACHUI TIpe-
mapata FVIIL. ¥V 8 (66,6 %) GONbHBIX paHee MPUMEHSIIN
KaK peKOMOWHAHTHBIE, TaK W TJIa3MaTUYecKue (akTopbl
cBepThIBaHUsI KpoBH, Yy 2 (16,7 %) maleHTOB — TOJILKO
peKoMOWHaHTHBIEe Tiperapathl, y 2 (16,7 %) — ToabKO
IUTa3MaTUIeCKUe Ipenaparsl (CM. Taod. 4).

Taémma 4. Yacmoma cemoppacuueciozo cundpoma 3a 5 mec, npeduie-
CMBOBABUIUX BKAIOHEHUIO 6 UCCAeA08aHUe, U MeMODbl €20 KOPPeKyuU

0

Yacmoma 2emoppazuyeckux nposeieHuil

1 pa3 B neHb 1 HGosee 0
1 pa3 B Hezeo 1 6osee 4 33,3
1 pa3 B 2 Hen 1 GoJee 1 8,4
1 pa3 B Mecsiil 1 Gosee 4 33,3
OTCYTCTBUE FEMOPPAruyecKux 3 25
MPOSIBJICHU I

Dakmopbst céepmvléanus Kposu
Ia3MaTUYeCKue U PeKOMOM- 8 66,6
HaHTHbIE
MJ1a3MaTUIecKue 2 16,7
PEKOMOMHAHTHBIE 2 16,7

YV Bcex 12 0OJbHBIX, BKJIIOUYEHHBIX B MCCEI0OBaHUE,
OBUTM BBISIBJICHBI ITATOJIOTMYECKUE M3MEHEHUS CYCTaBOB
B BHIE TeMO(MUINUECKON apTpoItaThi. Y BceX MallleH-
TOB OBUIM TTOPaXXeHbI 00a Ta300eAPEHHbBIX, 00a MJICYEBbIX
u o0b0a JydesamsicTHbIX cyctaBa. I[lopaxeHue JieBOro
U MPABOTo JIOKTEBBIX CYCTaBOB oTMeuyanoch y 10 (83,3 %)
19 (75 %) naleHTOB COOTBETCTBEHHO, 000MX KOJIEHHBIX
U TOJIEHOCTOMHBIX cycTaBoB — y 7 (58,3 %) u 6 (50 %)
0OJIbHBIX COOTBETCTBEHHO (TabJI. 5).

CpenHsisi TTPOAODKUTELHOCTh Teprofa ¢ MOMEHTa
nocieaHero npuMmeHeHus npemnapara FVIII no BkioueHus
B MccienoBaHue coctabuia 4,75 = 0,87 nHsa 1 y Bcex na-
LIMEHTOB ObLIO He MeHee 4 THEeil B COOTBETCTBUMU C TPeOO-
BaHUSIMHU K OTMBIBOYHOMY TTEPUOLY.

FTEMATOJIOTMN u OHKOJIOT MU

Tabmuma 5. [amonoeuueckue usmenenus cycmasos y H0OPOCMKOE
¢ eemopuaueil A, GKAIOUEHHBIX 8 UCCAe008AHUE

ITpaBblit TOJIEHOCTOITHBIN 6 50

JleBblii rOJIEHOCTOIHBINA 6 50

IpaBblii KOJEHHBIM 7 58,3
JIeBbIil KOJIGHHBII 7 58,3
TTpaBblii Ta300eAPEHHBII 12 100
JleBblit Ta300e1pEHHbII 12 100
TIpaBbiii JTy4e3arscTHBI 12 100
JleBblit JTyue3ansiCTHbIN 12 100
[paBblit TOKTEBOI 9 75

JleBblii TOKTEBOI 10 83,3
IpaBblit TuIeYEBOI 12 100
JleBblii TIEYEeBOI 12 100
Jlpyrue cycraBbl 12 100

IToka3aTtenu hapMakOKuHeTHKH U (apMAKOINHAMUKH

[Ipu obOcnemoBaHNM BO BpeMsI CKPMHWHTA W 1-TO BH-
31Ta Y IOAPOCTKOB C TSDKEI0# reModuireit A, BKITIOYeH-
HBIX B HICCJIeIOBaHUE, 1O BBemeHUs mpemnapata OKTodak-
TOp OTMeUajach BEIpaXKeHHas TumoKoaryisius. CpemgHee
snaueHne AYTB mpu ckpununre cocraswio 109,89 +
32,86 ¢ (Tabu. 6), yto Gojice yeM B 2,5 pa3a MPEBHIIIAIO
BEpPXHIOIO TPaHUIY HOPMBI JIOKATLHOU JIA00PaTOPUM TSI
IaHHOTO Tokazartesst (pedepeHcHble 3HaUeHusT AYTB —
25,5—43,0 c¢). AktuBHOCTH FVIII ObUTAa MCXOMHO HU3KOM
u 1pu ckpuHuHre coctasmwia 0,79 + 0,25 % (pedepenc-
Hble 3HaueHus aktuBHocTu FVIIL — 50—150 %). [unoxko-
aryIsaaus 1 Hu3kas akTuBHOCTH FVIII Takke oTMedannch
y TIAIIMEHTOB BO BpeMsI 1-To BU3UTA OO BBEICHUS IIpela-
pata OkrodakTop. CpenHee 3HaueHne AYTB mo BBeme-
Hus ipenapata OxrodakTtop coctasumno 107,75 £ 21,49 c.
UYepes 30 MuH 110ciIe BBemeHU mpemnapata OKTohakTop
KoaryasguroHHas aktuBHocTh FVIII HopmanuzoBanach
u cocraBmia 70,86 £ 20,11 %, 4T0 CONMPOBOXKAAIOCH CHU-
xxeareM AUTB mo 38,40 £ 5,45 c. BoBpems 2, 3 1 4-ro Bu-
3UTOB Tiepen BBeaeHueM mpemnapara Oxrodaktop AUTB
OBLTO pe3KO ITOBBIIICHO, HO €T0 3HAUYCHUS OBUIM MEHb-
Ie, 9eM BO BpeMs IIpoBeldecHHUS cKpumHMHTA. Ha (hoHe
poPUIAKTUIECKOTO BBeAeHUs IpenapaTta OKTohaKTop
aktuBHOCTH FVIII 6b11a 601€e 2 % (cM. Tabt. 6). [Tonnep-
KaHue octatouHoii aktuBHoctu FVIII 1 % u Gonee siBiisi-
JIOCh B TaHHOM MCCJIEIOBAHUN JOTIOJTHUTSTBHBIM KPUTE-
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Taomua 6. 3uauenus AYTB u akmuenocmu FVIII npu ckpurunee u 6o epems noceujeHull (8u3umos)

AYTB, ¢ 109,89 + 32,86 107,75 £ 21,49 38,40 £ 5,45 92,06 = 27,78 94,97 £ 31,18 80,42 + 17,83

1 2017 NN

HOAro

AxrtuBHocTtb FVIII, % 0,79 £ 0,25 0,83 £ 0,26 70,86 £ 20,11 2,07 £1,24 2,54 +1,93 2,14 +£1,37

Ilpumenanue. * — uucno 0o6credosanuvix nayuenmos cocmasuno 11, nockoavky 1 60abHOU 8b10bLL U3 UCCAEO08AHUS NOCAE NEPBO20 B88e0eHUs NPenapama

Oxkmoghakmop.

pyueM 3¢ GEKTUBHOCTU TEpAITM y MALMEHTOB C TSXKENI0i
¢dopMoii remouaum A.

CpenHee  3HayeHUe  TOBBIIIEHUS]  aKTUBHOCTU
FVIII (K-value) yepe3 30 MuH mocjie BBeIeHUS IIpe-
mapata Oktodakrop coctaswio 1,89 + 0,48 ME/nn Ha
ME/xr(1,41-3,26 ME/annaME/Kr),4ToCBUACTEILCTBYET
0 Xopolux HapMaKOKMHETMYECKUX CBOMCTBAX Mpernapa-
Ta y TIOJPOCTKOB C TSKeJI0i reModuueit A.

HccnenoBanne MeXIYHAPOAHOTO HOPMAJIM30BAHHOTO
OTHOUIEHUS, KOHeHTpanun D-quvepa u TuTpa naruduTopa
K FVIII na stane ckpuHuHra

Y Bcex MalMeHTOB, BKJIIOYEHHBIX B MCCIICJIOBaHUE,
MHO Ha sTane cKpuHUHIa ObUIO B Tpeaeaax HOPMBbI.
Cpennee 3nauenre MHO cocrasmio 1,06 £ 0,05. Kon-
neHTpauust D-nuMepa Takke ObUla B TIpelieiaX HOPMBbI.
Ha moMeHT Havaja ucciieqoBaHus M B aHaMHe3e y Beex 12
MalMeHTOB, BKIIOYEHHBIX B UCCIIEAOBAHUE, B XO/I€ CKPU-
HUHTOBOI'O OOC/IEeI0BaHUS OTCYTCTBOBaJM WHIUOMPYIO-
e anturena K FVIII (tutp menee 0,6 BE mo pesynbra-
TtaM Tipoosl HuiimMeren).

D dekTHBHOCTH

Ha ¢oHe nmpoduiakTuyeckoro JeueHus MnpenapaTtom
OkTodakTop ObLIO 3aperucTpUpoBaHO 17 3MU3010B KPO-
BoTeueHUi y 6 (54,5 %) w3 11 manumenToB. ¥ 1 60oJbHOTO
Habmonancst 1 remopparndeckuii anum3on, y 3 ObUIO TI0
2 reMopparmdeckmux snu3ona, y 1 mamuenra — 3,y 1 — 7.
CpenHee KOJIMYECTBO 3MU30I0B KPOBOTeUeHUI y 11 60J1b-
HBIX 3a BeCh Iepuoj1 HabmoaeHus coctaBwio 1,55 + 2,12,
W3 17 remopparudeckux snu3onos 14 (82,4 %) xkpoBoTe-
YEHMI1 ObLIN ITOCTTpaBMaTudecKumu, 3 (17,6 %) — cioH-
TaHHBIMU. CpelHee KOJMUYECTBO SMU30I0B CIIOHTAHHBIX
KpPOBOTEUEHU, BOSHUKIIIMX B TeueHUe 48 4 1ocJie BBeAe-
Hus npenapata OkTodakTop 3a BeCh MepUO UCCIeq0Ba-
HUs (OCHOBHOU Kputepuil 3(hHeKTUBHOCTU), COCTaBUIO
0,27 £ 0,65, 4TO CBUAETEILCTBOBAIO O HU3KOM YaCcTOTE
000CTpeHNI TeMOPPArnIecKoro CMHAPOMa Ha (hOHE TIpo-
¢dunakTuyeckoro JedyeHus nperaparom OxkTodakTop
y OAPOCTKOB C TSIKEJI0M reModuineii A.

CpenHsIS UIMTEIBHOCTh TEMOPParmdecKuX >SIHU30-
OB, HAOJTIOMABIIMXCST B XO/Ie MCCJIEIOBaHMS, COCTaBUJIa
1,65 £ 0,79 (1—4) aHs1, JTATENBHOCTD CIIOHTAHHBIX KPO-
BOTEUEHMIT nocTturaia 1—2 nHeil.

B 3aBuUCHMMOCTH OT CTEINEHM TSDKECTU reMopparmye-
CKHE 3MU30/bl PACHPEACIUINCh CASAYIOIMM 00pa3oM:
nerkue — 10 (58,8 %) snu3010B, cpenHeil CTENEHN TshKe-
cti — 5 (29,4 %), Tsixensie — 2 (11,8 %) (taba. 7). Cpenu
CIOHTAaHHBIX KPOBOTEUCHHUIT OTMEUAINCh TOJIBKO JICTKHE
W CpeOHETsDKeNble, Cpear ITOCTTPaBMATUUECKHUX KpPO-
BOTEUEHUI Mpeodiaganu cpeaHersokenble (8, wim 57,1 %),
TakKe BCTPEUYAIMCh JIETKUE M TSDKEJIble KPOBOTEYCHUST —
4 (28,6 %) 1 2 (14,3 %) snm3oma COOTBETCTBEHHO (CM. TaOI1. 7).

Taomuua 7. Tasxcecmo kpogomeueruil y no0OpoCmMKO8 ¢ MANCENOU 2eMOPUU-
eil A, 3ape2ucmpuposanHbix Ha GhoHe NPOPUAAKMULECKO20 NeHeHUs Npend-
pamom Oxmogpaxmop

= I = I =
Jlerkas 1 33,3 4 28,6 5 29,4
Cpemsist 2 66,7 8 57,1 10 58,8
Tsxenast 0 0 2 14,3 2 11,8
Hmoeo 3 100 14 100 17 100

Jlokanu3aiust KpOBOTEUEHMII, pa3BUBLIUXCS Y TOMI-
POCTKOB C TsLKeoi remModunueit A Ha hoHe TpopUIakTH -
4yecKoro JieueHus pernapatom OKTodakTop, MpeacTaBie-
Ha B Ta01. 8. Yaille BCero perucTpupoBaiiCh FeMapTpO3bl
npaBoro jiokTeBoro cyctasa (7, unn 41,2 %), pexe — 1eBo-
ro JOKTEBOTro, MpaBoro KojeHHoro (1o 3 anu3ona), mpa-
BOTO TOJIEHOCTOITHOTO cycTaBoB (2 anu3oaa). B 1 ciyuae
HaOJIIo/1aIach TeMaToMa IpaBoil TOJICHU, B JIPYTOM CIIy-
yae — HOCOBOe KpoBoTeueHue. Cpeay CIIOHTaHHBIX KPO-
BOoTedyeHMI y | mamumeHTa ObLI 3aperMcTpUpPOBaH TemMap-
TPO3 JIEBOTO JIOKTEBOI'O CyCTaBa, y APYroro 0OJbHOIO —
2 KpOBOMBIIUSIHUS B MPABbIii JIOKTEBOI CYCTaB.
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Taémma 8. Joxaruzayus kposomeuenuii y nodpocmioe ¢ masxcenoii 2e-
modpuaueil A, 3apecucmpupo8antbix Ha Gore nPOPYUAAKMUUECK0eo AeeHus

npenapamom Okmogakmop

[emaToma npaBoii roJieH! 1 5,9
JleBblii TOKTEBOII CycTaB 3 17,6
HocoBoe kpoBoTeueHue 1 5,9
TTpaBblii TOJICHOCTOIHBII CycTaB 2 11,8
ITpaBblii KOJEHHBIN CyCTaB 3 17,6
TTpaBblii IOKTEBOM CycTaB 7 41,2
Bceeo 17 100

Cpemu BceX 3aperdCTPUPOBAHHBIX KpPOBOTCUCHMI
16 (94,1 %) 6bu1n BHyTpeHHUMU U 1 (5,95 %) — HapYKHBIM.

g xynmupoBaHusT KpoBoTeueHnit OKTO(haKTOp TpU-
MeHsau B go3ax ot 1750 mo 4000 ME ¢ KpaTHOCTBIO OT
1 no 4 BBeaenmii. Hanboiiee yacTo Tpemnapar BBOAWIN
B no3e 2000 ME: ogHOKpaTHO B 5 ciiydasix, TBasKAbI JJIs
KyIIMPOBaHMUS KPOBOTCUCHUS B 5 HAOIIOMCHUSIX.

BonbImMHCTBO reMopparnyeckKux 3mu30m0B (9, wim
52,9 %) ObLTM KynUpoBaHbl OMHUM BBEICHUEM TIpera-
pata Oxrtodakrop, Mg KynuposaHus 6 (35,3 %) snu-
30[10B TTOTPeOOBAJIOCH 2 BBEAEHUS Iperapara U TOJbKO
B €MHUYHBIX ciydasx (2, uam 11,8 %) 6bu10 HeobX0omHU-
MO BBOAUTH npenapat 3 win 4 paza. CpenHee KOJTUYECTBO
BBeneHMi Tiperiapata OKTo(akTop Uil KyNMUPOBaHMS
1 reMopparuueckoro anu3sona cocrabuio 1,6 + 0,86.

Hnsa xynmuposanus 8 (47,1 %) snMm3000B KpoBOTeUe-
Huit motpedoBasioch BBecTn 4000 ME mnpemnapara Ok-
TodakTop, Wit KynupoBaHus 5 (29,4 %) anu3010B Kpo-
BoteueHuit — 2000 ME mnpemapata Oxrtodaktop. s
KynupoBaHUs 1 3nuM304a KpOBOTEUEHMSI B CpeTHEM ObLIO
Heobxoaumo 3808,8 £ 2022,4 ME npenapara OkTodak-
Top. /151 KynMpOBaHMS BCEX TeMOpPPparnyecKux 1130108
y 1 manmeHTa B cpeanHeMm ObL1o Heooxomumo 10 791,7 =+
7173,6 ME npenapata Oxrodakrop. s KynmupoBaHUsI
CIIOHTAaHHOTO KpOBOTeueHMs1 1 OolbHOMY MOTpeboBa-
nock BBectu 1750 ME nipenapara OkrodakrTop, y Apyro-
ro MalMeHTa | 3MM301 CITIOHTAHHOTO KPOBOTEYCHMST OBLIT
KynupoBaH omgHoKpaTHbIM BBeneHuneM 2000 ME mpemna-
para OkTodakTop, a st KyIMApOBaHUS APYroro 31mm3oaa
CIIOHTAHHOTO KPOBOTEUEHUsI OOJIBHOMY IOTPeOOBATIOCH
IBYKpaTHOe BBeIeHUeE Tiperapara B no3e 2000 ME.

Bo Bpems 2, 3 1 4-T0 BUBUTOB OCTaTOYHAST aKTUBHOCTh
FVIII uepes 48 u mocne BBeneHust npenapara Okrodak-
TOp GObuIa 2 % 1 Oosiee (AOMOTHUTEIbHBIA KpUTEPUil 2¢-
(PeKTUBHOCTH) Y MOAABISIONIETO OOIBIIUHCTBA MOAPOCT-
KOB C TsKesnoil reModunueit A: Bo BpeMmsi 2-r0 BU3UTa
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YUCJI0 TAKKUX ITOAPOCTKOB 06110 7 (63,6 %), BO Bpemst 3-ro
rsuta — 10 (90,9 %), Bo Bpems 4-ro — 9 (81,1 %).

CpenHee KOJIMYECTBO JHEW BBEIEHUS IIperapara
OKTO(aKTOp y MOAPOCTKOB C TSKeIoi remModpuaneit A
cocTtaBuiio 62,82 + 4,92 (menuaHa — 64 aHs, pa3opoc —
53—69 mHeit, B 001IEH CI0XHOCTA — 691 IeHB).

Ob6miee xonmuecTBO mpernapata OkTodakTop, BBe-
JIEHHOTO IS MPOMUIAKTUKA KPOBOTCUCHUI (IOITOITHU-
TeJbHBIN KpuTepuii addekTuBHOCTH), cocTaBuao 1 500
500 ME; xaxx1oMyToApOCTKY CTSKeI0i reMouinein A s
MpodUIAKTUKU KPOBOTEUEHMI B CpeHEM ObLIO BBEIECHO
136 409,09 + 31 437,09 ME npenapara Okrodakrop. O6-
mee KoundyecTBo Ipemnapara OKrodakrop, BBEAECHHOIO
JUISL OCTAHOBKM KpOBOTe4YeHUii, coctaBmwio 64 750 ME.
KaxmomMy momapocTKy ¢ Tspkenoir remModwnmeit A st
OCTAaHOBKM Pa3BUBIINXCS KPOBOTEUCHUI B CpeaHEM ObIJIO
BBeaeHo 5886,36 = 7582,35 ME niperrapata OkrodakTop.
Bcero m1st npoduiakTMKY ¥ KYITMPOBAHMSI KPOBOTEUESHUIA
onuto BBegeHo 1 565 250 ME mpemapara Okrodaxrop.
Kaxxmomy moapocTKy ¢ Tsikesioi reModuineit A 1jist po-
(GUIAKTUKA Y OCTAaHOBKU PAa3BUBIINXCS KPOBOTCUCHUIA
B cpemHeM OBLIO BBemeHO 142 295,45 + 35 793,997 ME
npernapata OkTodakTop.

JaHHble 10 oOleHKe 3(P@EKTUBHOCTU TIpernapara
OxTOo(aKTOp CyMMUPOBaHKI B Ta0. 9.

TakuMm oOpa3oM, B pe3yiabrare IPOGUIAKTHYECKO-
ro BBefieHUs Tipenapata OKTO(aKTop y MOAABISIONIErO
OOJIBIIIMHCTBA MTOIPOCTKOB C TSKEJION reMod et A yna-
JIOCh TIOIIEPKUBATh ocTaTouHyI0 akTuBHOCTE FVIII 2 %
u 60oJiee, YTO IIPUBEJIO K PEIKOMY BO3HUKHOBEHUIO CIIOH-
TaHHBIX KpOBOTeYeHUii. Heboblasi yacToTa U TSIKECTh
Pa3BUBLIMXCSI KPOBOTEUEHUM, OBICTPOE UX KyIIMPOBaHUE
C TIOMOILIBIO HEMPOIOJIKUTEIBHOTO BBEAEHUsI IIperapara
OkTO(aKTOp B HEBBICOKMX J103aX CBUAETEILCTBYIOT 00
3G PEKTUBHOCTH TIpeTtapaTta Kak It TpoGMIaKTUKH, TaK
M JUTSI OCTAHOBKM KPOBOTEUEHMIA Y TTIOIPOCTKOB C TSIKEIJIOM
reMounmnein A.

Be3onacHocTh

B xone npodunakTuueckoro npuMeHeHus mpernapara
OKTO(aKTOp U MPU JEYEHUHU T10 TPEOOBAHUIO KAaKUX-JTU-
00 3HAUYMMBIX UBMEHEHUI B 0ObEKTUBHOM CTaTyce Ialu-
€HTOB He Ha0JII0a0Ch, TToKazaTean (GYHKIUU KU3HEH-
HO BaXKHBIX OPTaHOB OCTaBaJIMCh CTAOMIbHBIMM.

Bo Bpemst mIpoBeneHNST CKpUHUHTA W TTOCTICIYIOIIETO
00cIemoBaHUs CpeIHUe 3HAUYCHUs ITOKa3aTeseil o0IIero
¥ OMOXMMMYECKOIO aHaJM30B KPOBU HE BBIXOAWIM 3a
npeneyabl peepeHCHBbIX 3HAUEHMI JIOKATbHBIX Jlabopa-
Topuii. [1pu aHanM3e MHAUBUAYAIbHBIX TTOKa3aTeaei 00-
1LIeTO aHajaM3a KPoBU y | malmeHTa BO BpeMsi CKpUHUHTA
OTMEYAJIOCh TOBHIIIEHNE KOJIMYECTBA 303MHOMIIOB 10
8 %. Bo BpeMs 2-ro BU3UTA OHO ObUIO HOPMaJIbHBIM, OfI-
HakKo BO BpeMsl 3-T0 BU3UTA OTMEYAJIOCh TOBTOPHOE TO-
BBIIIEHUE UX KomaecTBa 10 7 %, BO BpeMsI 4-TO BU3UTA

1 207 1
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Tadmua 9. Bggexmusnocmo npenapama Oxkmoghakmop y nodpocmkos
¢ mscenoll cemogunueti A

Ko. G0 Kp HUT
abCoOTIOTHOE 17
cpentee (M £+ SD) 1,55+£2,12
paszopoc 1-7

Koaunecmeo cnonmannvix kposomeuenuil (0cHo6HoU Kpumepuii 3¢hghex-
mueHocmu)

abCcoIoTHOE 3

cpennee (M = SD) 0,27 £ 0,65

pa3opoc 1-2
Jlaumeavrocmo 3nu30008 Kposomeuenuii, OHu

cpennee (M = SD) 1,65+ 0,79

pas3bpoc 1-4

Koauuecmeo eeedenuii npenapama oas xynuposanus 1 zemoppacuye-
cK020 3nu3oda (donoanumeasnotii Kpumepui 3ghpexmuenocmu)

cpenree (M = SD) 1,6 £0,86

pasopoc 1-4
3808,8 +2022,4

Cpednee xoaunecmeo npenapama 04s Kynupo-
eanus 1snuzoda kposomeuenus (M £ SD), ME
Cpeonee Koauvecmeo npenapama 045 Kynupo- 10791,7 £ 7173,6
6aHUs 6cex nu30008 kposomeyenui y 1 nayu-

enma (M t+ SD), ME

Obwee Koauvecmeo npenapama, 66e0eHHO20 1500 500
045 npoghusaxmuru Kposomeyenuii (0onoanu-

meavHbLl Kpumepuil 3gpghexmuenocmu), ME

Obwee Koaunecmeo npenapama, 66e0eHHO20 64 750

04 ocmano6éKku KposomeveHuti (0onoanu-
meavnbuil kpumepuii 3pgpexmusnocmu), ME

OHO BHOBb HOPMAaJIM30BaJIOCh. Y IPYroro IaireHTa BO
BpeMst 3-TO BU3UTA ObUIO 3apETUCTPUPOBAHO MTOBHITIIEHUE
KOJIMYecTBa MOHOLIMTOB 10 20 %, KOTOpOe HOpMAaJTM30Ba-
JIOCh K 4-My BU3UTY U cocTaBujio 9 %.

VYV 1 60o1pHOrO Ha 3Tarne CKpMHUHTA OTMEYasaoch Io-
BBIILIEHME KOHIIEHTpalUu OOIlero OuaMpyorHa 3a cyeT
MPSIMOTO OMJIMPYOMHA, KOTOPOE COXPAHSIJIOCH B XO/Ie BCE-
ro uccienoBaHus. JlaHHBIE OTKJIOHEHUS HCCIEOYeMBbIX
rnokasatesiel OblIM UHTEpNpeTupoBaHbl Kak HA nmerkoit
CTEeTIeHUW, UMEIOIe COMHUTEbHYIO CBSI3b C BBEJICHUEM
rpernapara.

B xone uccnenoBanus 6pUTH 3apeructpupoBaHbl 9 HA
y 7 mauMeHToOB. Y 2 0oabHbIX Habjwomanoch mo 2 HA,
y 5 mauueHToB — no 1 HSI. Becwh cnekTp 3apeructpu-
poBanHbIx H 3a mepuon umcciemoBaHus mpeacTaBlieH

TEMATOJIOTMM u OHKOJIOT MU

B T1abn. 10. Cpenn 3apernctpupoBaHHBIX HS mpeodma-
nau KiimHndeckue — 5 (55,6 %) ciaydaes. Y 1 manmeHTa,
KOTOpPHII 3a 1 Mec 10 BKIIIOUCHUSI B MCCIIEIOBaHUE IIe-
PEHEC OCTPYI0 PECIMPATOPHYIO BUPYCHYIO MHDEKIIUIO,
rnocJjie mepBoro BeeaeHUs mpemnapata OkTodakTop Mmosi-
BUJIMCH 60711 B cycTaBax. [Tociie obciienoBaHus B CTallio-
Hape OblIa TTOATBEPXKACHA ajlJiepruyeckasi peakiusi (Tect
NeTpaHyJISIIIUY TYYHBIX KJIETOK ¢ TipertaparoM Oxkrodax-
Top — 12 %). PasBuBLIasicsa ajuiepruyeckas peakius
ObLTa paclieHeHa Kak cepbe3Hoe HS nerkoii crenenu -
JKECTH, CBSI3aHHOE ¢ BBeAeHUeM mnpernapaTta OkTodakTop.
HecMotpst Ha To, UTO ajuiepruyeckasl peakiivsl pa3perim-
Jlach 0e3 IMOoCJeNCTBUIA, OHa MOBJIEKJa 3a COO0Il OTMEHY
rperapaTa ¥ UCKJIIOYeHWE MallMeHTa U3 MCCJIeT0BaHMsI.
Bce ocranbubie HS ObutM Hecepbe3HBIMU U JIETKUMU
U pa3pelinch 6e3 MoCeICTBUIA.

Taomaua 10. H4, 3apecucmpuposartvie y noopocmkoe ¢ maxicenoil 2emopu-
auell A, komopole noayuanu npenapam Oxmogaxkmop

Kaunuuecxue
aJjiepruyeckast peakiyst 1 11,1
Kallesb 1 11,1
oCTpast pecrupaTopHasi BUpycHast MUHGbeKIMs 1 11,1
PUHUT 2 22,2
JlabopamopHyte
TOBBIIICHUE 00IIIeT0 OUITMpPYyOHA 1 11,1
MOHOLIUTO3 1 11,1
303UHOGUINS 2 22,3

Jla6opartopubie HA (4, unu 44,4 % ciiyyaeB) ObLI Jier-
KHUMM U Hecepbe3HbIMU. X CBSI3b C BBeIEHUEM MpenapaTa
OkTo(akTop BO BCEX ClIydyasix Obljia COMHUTEbHOIA.

Takum obpazom, xapaktep HA u mpuuymnHO-cien-
CTBEHHAsI CBSI3b C BBENEHUEM IIperapaTa, BbISIBICHHbBIC
B MICCJICIOBAaHNH, CBUICTEILCTBYIOT O O€30MMaCHOCTH TTPH-
MeHeHUs Tipeniapata OKTo(akTop y MTOAPOCTKOB C TeMO-
bunueit A.

B xome mpoBeneHus1 MccieqOBaHUsS HU Y OJHOTO U3
MOAPOCTKOB C TsKeJoi reModuianein A He ObLIO 3ape-
TUCTPUPOBAHO TOBbIIIEHUS TUTpa MHrubutopa K FVIII
(y Bcex maneHTOB TUTP ObLT paBeH (). Takum obpaszom,
TIOJTyYEeHHBIC PEe3yJIbTaThl YKA3bIBAlOT HA HU3KYI0 UMMY-
HOTeHHOCTb Tiperniapata OKTo(axkTop.

TpoMm0605MOOIMUECKUX OCIOXHEHUI HE 3aperucTpr-
pOBaHo.
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BriBoapl

1. Tlpumenenue npemnapata OxrodakTOop B 103€
30—40 ME/kr mis mpodWIaKTUKU TeMOpparndecKux
SMU30J0B Yy MTOAPOCTKOB € TsXKeaoi reModuineit A mo-
3BOJIWJIO TIOAJIEPXKUBATH OCTAaTOYHYIO aKTUBHOCTH FVIII
2 % v GoJee, YTO HAIIIO CBOE OTPaXXeHUE B HU3KOM Ya-
ctote (0,27 & 0,65 ciyvast) pa3BUTHUSI CIOHTAHHBIX KPO-
BOTEUEHU (JIETKUX WU CPEIHETSIKEITBIX).

2. Wcnonb3oBaHue mnpenapara OkrodakTop B CTaH-

FTEMATOJIOTMN u OHKOJIOT MU

JApTHBIX J03aX ObICTpo U 3(MGEKTUBHO KYMUPOBAIO
pa3BUBIINECS TEMOPPArnIeCKue SMU30IbI Y MOAPOCTKOB
¢ TsoKesoi remodwnuein A (111 KynupoBaHus 1 remop-
paruyeckoro 3mu3ona B cpeaHeM TpedoBaioch 1,6 £ 0,86
BBeJIeHUS TIpernapara).

3. Tepanus rpenapatoM OKTO(MaKTOp y TOAPOCTKOB C TSKE-
Jiovi reMobuiTeli A He COMPOBOXKIATIACH PA3BUTHEM TOKCHYE-
CKUX, TPOMOOTEHHBIX 1 UMMYHOTEHHBIX PEeaKInii, 3apruKkcrpo-
BaH | cyyaii pa3BUTHS A/UIEPIUYECKON peakiMK Ha ITpernapar.
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Coyemanue GudpokanbHoll repMUHOMBbI U apmMepuoBeHO3HOU
ManbfopMmayuu rosoBHOro Mo3ra B AemcKoM Bo3pacme.
Knuduyeckoe HabnwoaeHue u 0630p numepamypol

E.A. CanbunkoBa, C.C. O3epos, A.E. Camapun, H.I1. AnanbeBa, /I.A. Koobizesa, A.B. Heuechiok, B.B. Emuona,
M_.A. Anekcees, C.I1. XomskoBa, O.A. borunckas, /I.B. Jlursunos, D.B. KymupoBa
DIBY «HHIII JITOH um. JImumpus Poeauesa» Munzopasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1;

Konmarxmmuuste oannvie: Examepuna Anexcanoposna CanvHukoga ea_gerasimova@mail.ru

[lepsuunvie unmpaxpanuanvhole eepmuHamuero-kaemounvie onyxoau (MIKO) seasiomes pedkoil eemepoeeHHOU epynnoil Heonaasuil,
npeocmaeneHHoll HeCcKOAbKUMU 2UCINOA02UMeCKUMU 8APUAHMAMU C PA3MUYHBIM OUOA02UMECKUM NpoduaemM U OMEEmoM HA Mepanuio.
Yucmoie eepmunomsl cocmagasom He 6onee 5 % cpedu 310Ka4ecmeeHHbIX HOB000OPA308aHULL UeHMPAAbHOI HEPEHOU cucmeMbl y demeil, Ha
donto bughokanvhbix eepmunom npuxodumes auus 5— 10 % ecex eepmunom. B aeuenuu UTKO npumenstomes ayueeas mepanus u NOAUXu-
Muomepanus, bi00p UHUYUANLHOU Ae4eOHOL ONYUU 3A8UCUM OM 2UCHOA02UHECK 020 8APUAHMA HOB00OPA308AHUSA U PACHPOCMPAHEHHOCMU
npouecca.

Cocyoducmute mansgopmayu 20108H020 M032a peOKO 6CMPeHaomces @ 0emckom 8ozpacme, 8 604bWOU 004e CAYHAe8 OHU A8AIOMCS CAYHAT -
HOUl HAX00KOIl, YMo CNOCOOHO CYULeCMBeHHO NOBAUAMb HA AeHeOHYI0 MAKMUKY NPU HAAUMUU UHOU NAMOA02UU 20108HO20 MO32a (Hanpumep,
Heonaacmu4eckoz2o npoyecca).

B cmamve npedcmasaen pedkuii KAUHUYECKUI cAY4ail couemanus OUpOKanbHOll epMUHOMbL U APMEPUOGEHOZHOU MANbGOPMAYUU 20106~
H020 Mo32a y manvuuka 13 aem.

Karouesvle caoea: bugoranvras eepmunoma, apmepuogeHo3HAs MANbGHOPMAUUS 20106HO20 MO32d, OemiL, AY4e8dsi Mepanus, HeCaxapHblil
duabem

DOI: 10.17650/2311-1267-2017-4-1-71-76

The combination of a bifocal germinoma and arteriovenous malformations of the brain in children.
Clinical observation and review of the literature

E.A. Salnikova, S.S. Ozerov, A.E. Samarin, N.P. Ananieva, D.A. Kobyzeva, A.V. Nechesnyuk, V.V. Emtsova,
M.A. Alekseev, S.P. Khomyakova, O.A. Boginskaya, D.V. Litvinov, E.V. Kumirova

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

Primary intracranial germ cell tumors are rare heterogeneous group of neoplasms presented several histological types with different biological
profile and response to therapy. Pure germinomas make up no more than 5 % of malignant tumors of the central nervous system in children,
bifocal germinomas account for only 5— 10 % of all germinomas. Radiotherapy and chemotherapy are usually used in intracranial germ cell
tumors. The choice of initial therapy options is dependent on the histological variants of tumors, and the prevalence of the process (M-stage).
Vascular malformations of the brain is rare in childhood, in a large proportion of cases, which is a random finding and can significantly affect
the treatment policy in the presence of a brain disease (eg, neoplasia).

We present a rare case of a combination of clinical bifocal germinomas and arteriovenous malformations of the brain in a boy 13 years old.

Key words: bifocal germinoma, arteriovenous malformations of the brain, children, radiation therapy, diabetes insipidus

Beenenne

IlepBuuHble MHTpaKpaHUATbHbIE TI€PMUHATHBHO-KIIE-
touHble onyxoau (MI'KO) — penkast rereporeHHasi rpyrra
HOBOOOpa30BaHUii, MMelolasi oOllee MPOUCXOXICHUE W3
3apOJIBIIIEBbIX KJIETOK, B HOPME JAIOIIMX HAYalo MOJOBbIM
Keyme3aM, M paccMaTprBacMasl B KOHTEKCTEe aHOMAJIMil MU-
rpaluu B xonae aMOpuoreHesa. Yaiiie ormyxoiu JaHHOM TpyTi-

MBI BCTPEYAIOTCSl Y MaJIbUMKOB, a MUK 3a001€BaeMOCTU OT-
MeyaeTcsl B KOHIIE 1-i1 U B TeueHue Beelt 2-1 qeKanbl KU3HU.
Turmmunas nokanuzauus MIT'KO — cpeauHHbIe CTpyKTYpbl ro-
JIOBHOTO MO3ra, TaK1e Kak MMHeaIbHasi U CeJUIsIpHast 00J1acTH.

Cocynuctble MaabhopMaly TOJJOBHOIO MO3ra (B TOM
YHCIIe U apTeprOBeHO3HEBIe MambhopMarun (ABM)) He-
YacTO IMaTHOCTUPYIOTCS B IETCKOM BO3pacTe.
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MpbI NpUBOAUM KJIMHUYECKUI ClTydail U3 COOCTBEHHOM
MPaKTUKU — PEIKWIA TpuMep coueTaHusi OudoKaIbHOI
MeTacTaTudecKoii repMuHoMbl 1 ABM roioBHOro Mo3sra
y TIOIPOCTKA.

Knnaugeckwmii coryqaii

Manvuux C., 13 nrem. B debrome 3ab6one6aHus npusHa-
KU Hecaxapuoeo duabema (noauduncus u noauypusi), yepes
2 Mec npucoeOUuHUAUCy CUMNMOMbL GHYMPUHePenHol eunep-
men3uu (20106Hble 004U, MOWHOMA U PEOMA), CHU3UAACH
ocmpoma 3penus, nossuarace amaxcusi. Ilo dannoim mae-
HumHo-pe3onancholl momoepaguu (MPT) eonosroeo mozea
0e3 U ¢ KOHMPACMHBIM YCUACHUEM BbIA6AEHO 3 ONYX01e8biX
04aea: 8 NUHEANbHOU, CeANPHOL 00AaCmAX U NO 3a0Hel No-
éepxHocmu Bapoauesa mocma ¢ pacnpocmpanenuem 6 no-
aocmb 4-20 Jucenyoouxa, makice OUaAeHOCMUPOBAHbL 2UOPO-
yepanus u aHegpuMa 20108H020 Mo3ea cnpaea (puc. 1).

= * i
4 NOT FOR MEDICAL USAGE

Puc. 1. MPT 20106H020 M032a 6e3 u ¢ KOHMPACMHBIM YCUACHUEM: HOBO0OPA-
308aHUS 6 NUHEAAbHOU, CeAIAPHOU 00AACMAX U NO 3a0Hell NO8EPXHOCMU
Bapoauesa mocma c pacnpocmpaneruem @ noaocms 4-20 sceayoourxa, OKKA0-
3UOHHAs 2UOPOUePaNUs U AHEEPUIMA 20108HO20 MO32A CNPABA

Ilpu uccredosanuu oHKOMApKepos 6 CbleOPOMKe Kposu
6bIAGACHO NOBbIULCHUE YPOGHS Oema-@pakyuu XopuoHuue-
ck020 eonadomponuna yenosexa (f-XI'1) do 3,66 ME/ ma
(Hopma 0o 2,9). B cmauuonape no mecmy xicumenvcmea
nayueHmy ¢ yeavio Kynuposanusi euopoyepansHo2o cuHopo-
Ma 8blnoAHEHA SHOOCKONUYECKAs MPUBCHMPUKYAOCIOMUSL,
a makaice nposedena duoncus onyxoau. buoncuiinoiii mame-
PUAN 0KA3AACS HEUHPOPMAMUBHBIM.

/s onpedenenus danvHeiiuteil ne4eOHOU MAKMUKU pe-
berox Ovin eochumanusuposan ¢ OHKI] JITOHU um. Imu-
mpus Poeauesa. Ilpu nocmynaenuu: xcanrobvt Ha xncaicoy,
crabocmo, pebeHOK 6 CO3HAHUU, OMMEYAIOMCs NPU3HaAKU
9K302eHH020 cunopoma Kywiunea (no mecmy scumenscmea
noayuan OexcamemdasoHn), 8 He8pOA0UYECKOM CMAamy-
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ce ommeuanucb NOOKOPKOGbL CUHOpOM, opmanvmonapes,
0y160apHbLIL CUHOPOM, CUHOPOM Kpamnu (CyoopodcHble no-
depeusanusi 8 UKPOHOJNCHbIX MbIUYAX), 0pmanrbmoroeu-
uecku — CHudicenue ocmpomoi 3perus 0o 0,1—0,2 ¢ obeux
CMOPOH, HA 2AA3HOM OHe GbIPAMNCEHHbII 3ACMOUHbIU OUCK
3PUMENbHO20 Hepea ¢ 00eux CMOpPoH, 8 IHOOKPUHON0SUUECKOM
cmamyce — HecaxapHuiii duabem, 1a60pamopHo — CHUICe-
Hue yposHs kopmu3zona 0o 0,5 mxe/0a (Hopma — 3,7—19,4),
eunonampuemusi 0o 127 mmonv/n (nopma — 135—145). Ilpu
uccaedo8anull MIOMOANbHO20 AUKBOPA GbIABACHO NOGbLUIEHUE
ypoeHus f-XI'9 0o 11,5 mMEd/ma (npu Hopme do 3,0).

Boinoanena MPT uenmpanvHoll  HepeHOll  cucmembl
(LIHC) ¢ donoanumenbHbiM aHeuopescumom: noomeepaicoe-
Hbl 6bISIGACHHbIE UHULUAABHO 3 ONYX0/1e8biX o4ded, d MAKice
yacmuuno mpomouposarnnas ABM é 3adnenobroil obaacmu
cnpasa. Jlannvix 3a memacmamuieckoe HOPAdCeHUe CRUH-
H020 M032a He noay4eHo (puc. 2).

Puc. 2. MPT I[HC ¢ aneuopexcumom: noOmeepucoervl paree 8viaeieHHble
3 onyxonegbix ouaea, a makjce yacmuyHo mpomouposanHas ABM é 3aoue-
JN106HOI 0bnacmu cnpasa

DHOOKPUHON020M YCMAHOBAeH OUACHO3 <«UeHMPAAbHbLI
Hecaxaphvlii uabemy», HA3HAYEHA MEPAnUs MUHUPUHOM
¢ Koppexuueil 003bl N00 KOHmpoaem ouypesd, 1ab0pamopHbix
nokazameneil, eemoounamuxu. Yepez 6 oueil mepanuu mu-
HUPUHOM 8 CMapmoeoil 003e OMMeHeHO passumue UnoHa-
mpuemuu 121 mmonsv/n, omeunocmu 2onexetl u cmon, NOAU-
ypusi — Ha npexcrhem yposre. Ha pore npoeoodumoeo reverus
oduypes cHusuacs 0o 2,5 a/cym.

Ha ocHoéanuu OauHbIX nposedeHH020 00cAed08aHUS
ycmanoenen ouazno3 «bugokanrvhas eepmunoma ¢ mema-
cmamuyeckum nopaxiceruem 4-eo sceaydouxka, M2-cmaous.
Yacmuuno mpomouposannas ABM 3adnenobnoil obnacmu
cnpaga».

Yuumoieas pucku onepamuenoeo emeuramenvcmea no
noeody ABM, coemecmHo c Hellpoxupypeom npuHamo peuie-
HUe 6030epicamspCsi Om XUpypeuueckoeo AedeHusi aHespu3-
Mbl U nepeviM Imanom nposecmu ayuegyro mepanuro (JT)
8 COOMBEeMCMBUU C UCNONb3YeMbIM 8 HauleM UyeHmpe npo-
mokoaom SIOP CNS GCT 11 6 obseme KpaHuoCnuHaibHO20
o6ayuenus (KCO) do cymmaproii ouaeosoii doswl (CON) 24 Ip
¢ 6ycmom Ha susyaruszupyemoie onyxoaegvie ouaeu 0o COI
40 Ip, c npumeneruem pazoe6oii ouazo60i 0ozl 1,6 Ip.

IlIpu MPT I[HC 6e3 u ¢ KOHmMpacmuwim ycuaeHuem,
svinoanernoll nocae docmuxcenuss COH 24 Ip, ommeuena
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SHAUUMENbHAS NOAOJHCUMEAbHAS OUHAMUKA 8 8Ude HUGeAU-
DPOBAHUSL KOHMPACM-NO3UMUBHBIX 04A208 8 4-M Jicenydouke
u no cmenkam 00kosvix dcenydouxos. Coxpansemcs He-
KOmMopas. HepogHOCMb CMEHOK 00KO08bIX Jceaydoukog 0Oe3
8UOUMOR0 NAMOA0UYECKO20 HAKONACHUS KOHMPACMHO20
sewecmea. Coxpausiemcs KOHMPAcm-no3umueroe oopa-
308aHue 6 odnacmu 4emeepoxXoAMHOU YUCMEPHbl U 3a0HUX
omaoenog 3-co xceayoouka, pazmepamu 14 x 9 x 11 mm
(6vino — 27 x 23 x 21 mm) (puc. 3).

Puc. 3. MPT I[HC 6e3 u ¢ KOHmMpacmuuiM ycuneHuem, blnOAHeHHAS Ha SMa-
ne COI 24 Ip ¢ nonoxcumenvroli OUHAMUKOIL: UCHE3HOBEHUe 04a208 8 4-M
Jcenydouie u no cmeHkam 00Ko8wix rceaydoukos. Coxpansemes HeKomopas
HepoeHOCMb CMEHOK OOK0BbIX Jicery00uK06 6e3 GUOUMO20 NAMON02UHECKO20
Hakonaenus Konmpacmuoeo eeujecmea. Coxpansemes KOHMpAcm-no3umue-
Hoe 0bpazosanue 6 obaacmu 4emeepoxoAMHOU YUCMEPHbL U 3A0HUX 0MOen0e
3-20 xcenydourka

Ilocae 3asepuenus JIT 60abHOU OblA 20CNUMANU3UPOBAH
6 Hayuno-uccredosamenvckuii uncmumym Heupoxupypeuu
um. akad. H.H. Bypdenko, ede bvira evinosHeHa 3H008ACKY-
AApHas okkao3us gucmyavHoit ABM npasoit a06Holl doau
MUKDOCRUPANSMU.

Tlozumponno-smuccuonnas momoepagpua (I13T) eo-
JN0BH020 M032A C MEMUOHUHOM He Bbis8UAd Memaboiu1ecKu
aKmueHOIl ONYX0Ae80l MKAHU 8 30He NepeU1HOl N0KAAU3A-
Yyuu onyxoau u OUCMAaHmMHO.

B Hacmosawee epems 604bHOI HaAX00UMC 6 pemuccuu
6 meuenue I eoda. IIpusznakoe npoepeccupogarus 3a601e6a-
HUs (A0KAAbHO20 UAU Memacmamu4eckoeo) no daHHoim MPT
u II19T ne svisi6aen0. Ommeuero yayuuieHue ocmpomol 3pe-
Hus: OS = 0,2u OD = 0, 1. IIposeaenus HecaxapHoeo duabe-
ma KOMNEHCUPOBAaHbl HA (YOHe NpUuemMa MUHUPUHA.

O6cyxnenue
WNUT'KO — 370 peakasi rereporeHHas rpyria 3adoJjieBa-
HUI, Ha JOJII0 KOTOPOii MPUXOAUTCI OKOoJIo 2—4 % omy-

TEMATOJIOTMM u OHKOJIOT MU

XOJIell TOJIOBHOTO MO3ra B KOTOpPTE OOJIbHBIX B BO3pac-
1e 0—19 net B cTtpaHax CeBepHoil AMepuku 1 EBporisr
[1—3]. 3aboneBaeMOCTb CYILIECTBEHHO BBIIIE B CTpaHaX
Azuu (Anonus, TaitBanb, Kopes), rae Ha pomo UTKO
npuxoauTcs 10 15 % Bcex oIyxoJieil rOJOBHOIO MO3ra
y nereit 1 monpocTtkoB [4—8]. [Tuk 3ab6oeBaeMOCTH MPH-
XOIUTCS Ha KOHel 1-i UM BClo 2-10 AeKaabl Xu3Hu [9].
Yarre ormyxoJu yKazaHHOM TpyMIbl BCTPEYAIOTCsI Y MajTb-
yukoB [10—11].

KnuHnyeckast KapTMHa 3aBUCUT OT JJOKaJU3alUHY OITy-
xosm. Omyxosi ceJUIIpHOM 00JIacTH Yallle BCero rmpe3eH-
TUPYIOT HapYIICHUSIMU 3pSHUS B BUIC BHITIAACHUS TTOJICH
3peHUST BCICACTBHE OOBEMHOTO BO3ACUCTBUS HA XMA3MY
M KJIMHUKOM HecaxapHoro auabera (6ojee 80 % citydaes),
peXxe OTMEUaloTCsl TMIOMUTYUTApU3M /WU M30JIMPO-
BaHHBIC HAPYIIEHUS pOCTa; OIYXOJIM IMUHEATbHOM 00J1a-
CTU TPE3ECHTUPYIOT CUMIITOMATUKOM BHYTPUYEPEITHOM
runepreHsuu [10]. HecaxapHbiit nnabet — 4acTo nepBblid
KJIMHUYECKUI CUMIITOM, 3a49acTyI0 OIepPeXaroIInil BU3y-
aTM3aLMIo OITYXOJIM Ha HECKOJIBKO JIeT.

NUT'KO — omyxonu cpeaMHHON NoKaau3aluu, ¢ Hau-
0oJiee YacThIM BOBJICUEHHEM MTMHEABHOM 001acCT U pe-
TMOHA Heliporumodm3sa, pexke OIyXoJIb ITopaXxaeT 0a3ab-
HbIC TAaHIVIMY WJIM TaJlaMUYeCKUe sapa, peako — JHO 4-To
JKeTylno4yKa v MpoJoJroBaTheiii Mo3r [12].

Onyxonu 6udoKanbHOU JoKaIn3aluu 0oJiee Xapak-
TepHBI IS YUCTBIX TEPMUHOM, YeM IS CMEIIaHHBIX
WUTKO [13], u Bcrpevatores B 5—10 % cnydaes [10, 14].
MeracTaTnueckoe pacrpoCTpaHeHUE, BBISBISIEMOE TPU
HeMpoBU3yaTu3alui Wil LUTOJIOTUYECKOM HMCCIIeI0Ba-
HUU JIMKBOPa, UMeIoT 23—55 % OGudokaabHbIX OMyXoJieit
[15—16]. KoppekTHOE cTagupoBaHue 3a00JIeBaHUS UMEET
pelamplnee 3HaYeHUE MPY WHUIWAAIBHON TUATrHOCTUKE
[12].

HecaTuneTHssi oOlas BbIKMBAEMOCTb IallMeHTOB
C YHCTOI TepMuHOMOIT gocturaet 90 % [8, 10, 17-21],
B IIPOTHBOITIOJIOXHOCTD TAIIMEHTaM C HErepMUHOMAaMH,
BBDKMBAEMOCTb KOTOPBIX BaApbUPYET, IO JaHHBIM Pa3HBIX
aBropoB, oT 30 go 80 % [22—24]. B To e BpeMsT HEKO-
TOpPBIE aBTOPHI TIPEITOJIAratoT 00JIee TUIOXOH MPOTHO3 IS
61 OKaIBHBIX TEPMUHOM, TaK KaK paccMaTPUBAIOT UX
C TOYKU 3PEHUSI METaCTaTUUECKOTO PacIPOCTPAHEHUS CO-
JIMTAapHOTO OMyXxoJieBoro y3aa [15].

B namem LleHTpe ans jiedeHUsT TepMUHOTEHHO-KJIE-
touHbIX omyxoneit (I'KO) IIHC mpumeHsieTcs MpoTOKOJ
SIOP CNS GCT II (Bepcust 2010 1n).

Puc. 4 nemoHcTpupyetr anroput™m auarHoctuku 'KO
B COOTBETCTBMU cO cTparerueit mportokoia SIOP CNS
GCT 1.

Ha puc. 5 npeacTaBieH alropuTM CTaaupoBaHUS 3a-
0oJjieBaHMSI B COOTBETCTBMM CO CTpaTeTHeill MPOTOKoJa
SIOP CNS GCT I1.

BaxxHO OTMETUTD, UTO B JaHHOM IIPOTOKOJIE ISl 00JIb-
HBIX C OM(OKATBHBIMUA OIYXOJISIMU TIPOBEIEHUE THCTO-
JIOTMYECKOI Bepu(UKaIIUM TIpoliecca He SIBIIIETCS 00sI-
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JNETCKOU

®II kpoBH WM
JIMKBOPA
> 25 ur/ma
XT'Y kpoBu uim
JIMKBOpA

3n0Kkay.
HerepMUHOMHASI
omnyxoub (Non-
Germinoma=
NGGCT)

*TOJbKO B CiIydae On(oKaIbHOI repMUHOMBI
(MMHeanbHAS U CympacesUIsipHast 00CAaCTh)

JIMATHO3 T
ononcun

Tucronornyeckas Bepucpukanms *

yer Tes Oe3

3J10KaY. HerepMHHOMHAsI
T'’KO (Non-Germinoma=
NGGCT)

ne 'KO

Puc. 4. Anecopumm duaenocmuxu I'KO 6 coomeemcmeuu co cmpameeuetl
npomokoaa SIOP CNS GCT I1. EC — embryonal carcinoma (smbpuonanvras
kapyurnoma), CHC — choriocarcinoma (xopuonkapyuroma), YST — yolk sac
tumour (ONyxonb HceAmouHo20 MewKa)

MPT ro:sioBHoro
Mo3ra: 2 oyara
u bosee

MPT > Iluro-
CIHHOTO norust
Mo3ra JIMKBOPA

Huronorus
JIMKBOpA

MPT cnunoro
mosra: MTC?

Tluromnorus
Jmksopa: MTC?

Puc. 5. Aneopumm cmaduposanus IT'KO 6 coomeemcemeuu co cmpameeueti
npomokoaa SIOP CNS GCT II. *B cayuae 6ughokanvroii onyxoau (moavko
¢ A0Kanu3ayuell 8 NUHeANbHOU U CynpaceatapHoli 00aacmu) npu omcymcmeuu
Mmemacmasog ¢ dpyeux omoeaax L[HC u onyxoneewix kaemok 6 aukeope 3a60-
Jeeanue Kaaccuguyupyemes kaK Hememacmamuteckoe, m. e. MO-cmaous

3aTeIbHBIM, IIPU OTCYTCTBUU BU3YaJIbHO OMPEACISIEMbIX M-
TactaTudeckux oyaros 1o gaHHeIM MPT LTHC, a Takke mpu
HETaTUBHOM IMTOJIOTUM CIIMHAIBHOIO JHMKBOpa OOJIe3Hb
KinaccuduuupyeTcs Kak HemeTtactatrueckast (MO-cTamus).
B cooTBeTCTBUM ¢ peKOMEHIALMSIMU MPOTOKOJIa JaH-
HOMY TalMeHTy ¢ O0M(pOKaIbHON MeTacTaTUUeCKON rep-
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muHOMOM Obuta mipoBeneHa JIT B oobeme KCO B COJL
24 TIp ¢ nmocieayomnuM OYCTOM Ha MaKpPOCKOTHWYECKU
onpenensieMble odaru B COJI 16 Ip, ObUT JOCTUTHYT MOJI-
HBII OTBET Ha JIeYeHHNE, MMOATBEPXKICHHBIN pe3yIbTaTaMu
MPT ronoBHOro Mosra rocjie OKOHYaHMsI crieluduie-
ckoit Tepanuu 1 [19T roloBHOro Mo3ra ¢ METUOHUHOM.

CocynucTbie MabOpMalii MPEICTABISIIOT OO0t J10-
KaJIbHYI0 WM PaclpOCTPaHEHHYI0 aHOMAIMIO Pa3BUTHS
COCYIMCTOM CETU C COXPaHEHHBIM SMOPHOHAIBHBIM THUTIOM
cTpoeHust cocynos [25]. ABM — 310 criieTeH1e cocynoB, B KO-
TOPOM CYILIECTBYET aHOMaJTbHASI CBSI3b MEXITy apTepraTbHbIM
M BEHO3HBIM 3BeHbsIMU. ABM MOryT MUTaThCsl OT OMHOM WU
GOJIBILIETO YKMCIIa PACIIMPEHHBIX apTepyil. I peHakHbIe BEHbI
MOTYT OTBOIUTh KPOBb B IIOBEPXHOCTHYIO, TNTYOOKYIO T 00€
BEHO3HbIE CHCTEMbI OMHOBPEMEHHO. [10 aHrMoapXUTeKTOHU-
Ke Boiaessior ABM, conepkaliiye cruieTeHue MHOTOYMCIICH-
HBIX MEJIKMX COCYIOB C apTePHUOBEHO3HBIMM IITyHTaMH (CILIe-
TeHHOE s111po), 1 ABM ¢ maTonornyeckoit (pucTysioin Mexmy
OJIHOM apTepueli 1 OMHOM BeHOW. AHaToMuyecku siipo ABM
COCTOWT M3 TIEPBUYHBIX IIYHTUPYIOIINX COCYIOB TUAMETPOM
50—200 MKM. DTa cucTeMa COIEP>KUT TaKKe COCYIbI, TTUTAK0-
III1e CMEXHBIE 001aCTH rOJIOBHOTO Mo3ra [26, 27].

B ocHOBe OOJBIIMHCTBA TUITOTE3 O TTPOUCXOXKIECHUHN
COCYIMCTBIX Majb(opMaluil JIEXKUT TeOpUsi O HemocTa-
TOYHOCTU WJIM TOJHON areHe3uu KamuJUISIPHOIO ydacT-
Ka cocyauctoii cetu [28]. OTeyeCTBEHHBIMM aBTOpPaMM
I0.A. MenBenesbiM u [I.E. Maniko B Hauane 90-X rogoB
MIPOIIJIOTO BeKa ObLTa IIPEeIIOXKeHA MOIETb TM39MOpHOTe-
HETUIECKOTO AUCIUIACTUYECKOTro MopdoreHe3a raMapToM
M COCYIMCTHIX Masibopmaruii [26, 27, 29]. B nutepaTtype
onucaHbl ceMeitHbie caydan ABM [30]. ITpu ABM rosos-
HOT0 MOo3ra OOHapyXeHbl MyTaluu reHa RASA 1, Hapyle-
HUs B XpoMocome 5q, Tokyce CMCI [31].

OcHoBHas rpynna s iuarHoctuku ABM rosoBHoro
Mo3ra — naiueHTsl B Bo3pacte 30—40 et [32], B Bo3pacTe
1o 15 ner BeisiBisiercst b 18—20 % ABM [33]. Hau-
Ooabinit puck paspbiBa ABM ornpenensieTcsi BO3pacToM
ot 15 mo 40 net [34].

MctraHAs 9acToTa COCYIUCTHIX MaTh(OPMAaIINiA B TIO-
MYJISIIUY HENM3BECTHA; COOTHOIIICHIE MYXKUMH 1 XKSHIITUH
B cpenHeM cocrtasisiet 1,4:1 [35].

CyllecTByeT 10BOJILHO MHOTO Kjiaccugukauuiit ABM
rojjoBHoro Mosra. HauboJee pacnpocTtpaHeHHOW 1 Baxk-
HOH B XUPYPTUUYECKOM IIaHe SIBJISIETCs Kiaccudukaius,
B KOTOPOM YUTEHBI pa3Mepbl Majb(opMaliu, ee JOKaIu-
3a1us (BHe (PYHKIMOHAIBHO BaXKHOM 30HBI MM B (DYHK-
IIMOHAJbHO BaXXHOW 30HE), OCOOCHHOCTM BEHO3HOTO
IPECHUPOBAHMS (IMTOBEPXHOCTHOE/TYOMHHOE) (KJIacCh-
¢ukaunsg Spetzler—Martin) [36].

Jlokanmuzauust  mManbhopMaluuu  CyOTEHTOPHAILHO,
B CTBOJIOBBIX U TIOIKOPKOBBIX CTPYKTypax OoJjiee XxapaKTepHa
JUTS IETel, B TO BpeMsi Kak y B3pociibix 10 90 % cocyamcThix
MalibgopmMalrii pacroiaraercs cyrpaTeHTopuaibHo [37].

Knununueckasa npeseHtauusi ABM rojsoBHoro mosra
pa3zHooOpa3Ha. Hanbosee yacTbIM MpOSIBIEHUEM BO BCeX
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BO3PACTHBIX TPyMIaxX SIBISIETCSI BHYTPUYEPEITHOE KPO-
BOU3JIMSIHUE, TIPU 3TOM B JIETCKOM TIOIYJISIIIMM 4acToTa
KPOBOUBJIUSIHUI, MO JAaHHBIM Pa3HBIX aBTOPOB, TOCTH-
raet 85 % [32, 34, 38]. JleranbHoCTb TipU pa3pbie ABM
BBIIIE B JETCKON TOITYJISIIIUN, Y€M Y B3POCIBIX, U TIOCTHU-
raet 25 % [35]. Y 10—12 % neteit ABM mpe3eHTHpYET
SMWIENITUYECKUMU TIPUCTYNaMu. Y JeTeil TiepBoro rona
XKU3HU MepBbIM TMposBieHrneM ABM saBiusieTcs octpas
cepAeyHasi HemocTaTOYHOCTh [35]. Takke KIMHUYECKU-
MU TiposiBieHussMu ABM MOryT ObITh BHyTpUYEpEITHAs
TUTIEPTEH3USI, SITUTIPUCTYIIBI, 9acTO (DapMaKOPE3UCTEHT-
Hble, Ledanrndyeckuii cunapom [30].

CoBpemeHHoe JieueHrne ABM rojgoBHOro Mosra siBjisi-
€TCST KOMITJIEKCHBIM, MHOTOQTAITHBIM Y BKJTIOYaeT MUKPO-
XUPYPrUUECKUe OTKPBITHIC OTIEPAIU, SHIOBACKYIISIPHBIC
BMeENIaTeIbCTBA, PAIUOXUPYpru. Beioop Merona yede-
HUS OCYILIECTBIISIETCS, UCXOISI M3 TpUHaaiexkHocTu ABM
K TOW WM WHOW Tpymnme no kiaccudukamuu Spetzler—
Martin, Tak:ke YUUTHIBAIOTCS KIMHUYIECKUE TTPOSIBIICHUS
ABM, ux TSKECTb U CTENEeHb BhIpaXkeHHOCTH [39].

BaxxHo OTMETUTH, YTO OTHAJEHHBIN TIPOTHO3 TIPU KOH-
CepBaTMBHOI TaKTUKE BelleHUs MaleHTOB ¢ ABM rojioBHO-
ro Mo3ra HeGaronpusteH: y 48 % mnaluueHTOB Pa3BUBAETCS
r1yboKast MHBaMan3anus, a 23 % 0oJbHbBIX ITOrnbaror [35].

TEMATOJIOTMM u OHKOJIOT MU

BoiBoabl

1. I[TosiBNeHWE CUMOITOMOB HecaxapHOTo Auabera, 0co-
OEHHO Yy MaJIbYMKOB B MOJPOCTKOBOM BO3PACTE, JOJKHO
HACTOPOXUTh KIMHULIMUCTA B OTHOLIeHUU Hanuuusa KO
TOJIOBHOTO MO3ra, ¢ 00513aTeJIbHON KOHCYJIbTalluel SHI0-
KpuHoisiora u npoBeaeHueM MPT rongoBHoro mosra 6e3
U C KOHTPACTHBIM YCUJIEHUEM C UCCIIEOBAHUEM O0JIACTU
runodusza.

2. BrplnmosHeHWE peKOMEHAALUIN TeparneBTUYECKOro
MPOTOKOJIa O MEPBUYHOMY OOCIEIOBAHUIO MAILMEHTOB
U KOPPEKTHOE CTanupoBaHUE 3a00J7€BaHUS HUMEIOT pe-
1Iaroniee 3Ha4eHue JJIs BbIOopa JieueOHOW TaKTUKU MPU
HI'KO.

3. Hainuue couyeTaHHOI MaTOI0TUU TOJIOBHOTO MO3ra
TpebyeT 00513aTeIbHOrO HAOIIOAEHUST U BEIeHUS TTallieH-
Ta COBMECTHO C HEUPOXUPYPIOM.

4. Boibop Meroma jedyeHuss ABM romoBHoro mosra
OIpEAeNSIeTC HEUPOXUPYPIOM B KaXIOM KOHKPETHOM
ciyyJae.

5. I[Ipu HanMUYMU COYeTAaHHOU MATOJOTUU TOJIOBHO-
ro Mo3ra BeJeHHUE MalUeHTa NOJKHO OCYIIECTBISATh-
Ccs KOJUIETUAIBbHO C TPOGUIBHBIMU CHEUATUCTAMU
B T€YEHUE BCEro Mepuoja Tepanuu U Ha KaTaMHECTU-
YEeCKOM 3Tare.
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Modern aspects of diagnosis and treatment of diseases of hemostasis based on the French center experience
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Now the problem thrombocytopenia and thrombocytopathy and pathology of hemostasis in general is an important issue, which is an interesting
topic, relevant for all children’s hematology and oncology. One of the leading trends in the study of this issue is Timon Hospital in Marseilles
(France), of which the best practices presented in the article, the winner for the best presentation of clinical cases, held by the National Society

of Pediatric Hematology and Oncology.
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B pamkax cruneHmuaibHON TporpamMmbl  Harmo-
HaJIbHOTO 00lllecTBa JETCKUX TeMaTOJIOTOB U OHKOJIOTOB
MHE TIPEJCTaBUIACh BO3MOXHOCTb MPOBECTH 6 Hemeb
B [octiurane Tumon B Mapcene (®Ppanumst). Llempro Moeit
MOoe3AKU ObLIO M3ydyeHUe OmbITa (HPaHIly3CKUX KOJUIET
B IIEPBYIO 04epeb B chepe AUAarHOCTUKU U Tepanuu Ha-
CJIE[ICTBEHHBIX TPOMOOILIUTONEHU U TPOMOOLIMTONATHUIA,
a TaKXKe MaToJI0TUU TeMOCTa3a B LIEJIOM.

ITpobGneMa AWArHOCTUKM HACJAEACTBEHHON MAaTOJI0-
TUU TPOMOOIIUTOB 10 CUX TOP SIBJISIETCSI CJIOXHOW U He-
OHO3HAYHON. M CKITIOUeHUEM CITy>KaT TSDKEJIble TPOM-
GouuTONaTUM, CBI3aHHbBIE C Ae(ULIIUTOM UHTETPUHOB Ha
MOBEPXHOCTU TPOMOOLIMTOB (TpoMOacTeHus: [iaHiMaHa,
cunapom bepHapa—Cynbe), B ciyyae KOTOPBIX JUArHO3
MOXET OBIThb YCTAHOBJIEH OOCTATOYHO OJHO3HAYHO IO
JTAaHHBIM arperoMeTpuy U MPOTOYHOU nutomerpuu. On-
HaKoO JUIsl OOJIBIIMHCTBA MALIMEHTOB C HACJIEICTBEHHON
MaToJOTUEe TPOMOOLUTOB YCTAHOBJIIEHUE TOYHOTO Jua-
THO3a SIBJISIETCSI CJIOXKHOW 3afayveil, qaxe eciiv KIMHUKA
pacroJjlaraeT BCEMHU CYIIECTBYIOIIMMU Ha NAaHHBIA MO-
MEHT MeToaukamu [1—3]. B GonblinHCTBE CiiydyaeB mpo-

SIBJICHUSI KPOBOTOYMBOCTH Y TAKUX TTAIIMEHTOB SIBJISTIOTCS
yMepeHHBIMU. TeM He MeHee TTOCTaHOBKA TOYHOTO Jura-
THO3a UMeeT OOJIbIIIOe 3HAYCHNE B CBSI3U C TIOXU3HEHHBIM
PUCKOM TSDKETBIX KPOBOTEUEHUI B ClTydae OTiepaTUBHBIX
BMENIATENIbCTB, a TaKXe aKTYaJbHOCTBIO BOIPOCA O JIO-
MMyCTUMOCTU Ha3HAYEHMS] aHTUATPETAaHTOB IallMeHTaM
crapiiero Bo3pacta [3—35]. B ciiyyae HaciaencTBEHHBIX
TPOMOOIIMTOTIEHUH TOYHAsI IMATHOCTUKA, KaK TPaBuIIo,
n30aBIsSIeT MalMeHTa OT AWarHo3a MMMYHHOU TpomOo-
IIUTOTICHUN W HEOTPaBIAHHOTO TPUMEHEHUS UMMYHO-
CyIpecCUBHBIX areHToB. KpoMe Toro, B mociiegHee BpeMst
TTOSIBJISTIOTCST BCE HOBBIE I HOBBIE JAHHBIE O TTOBBIIIICHHOM
pUCKe pa3BUTHSI OHKOTEMAaTOJIOTMUECKUX 3a00JIeBaHUIA
y TALIMEHTOB C HACJIEACTBEHHOI MaTOJIOTUe TPOMOOIU-
TOB (B YaCTHOCTH, TTPY HAJTUINU TeHEPATUBHBIX MYTallWiA
B reHax RUNXI, ETV6, ANKRD26 n ANKRD18A) — 310
JIeJIaeT aKTyaJIbHBIM BOIPOC O BHIPAOOTKE aaeKBAaTHBIX
aJrTOPUTMOB MOHUTOpPUHTA [1, 3].

Tocniutans TUMOH SIBIIETCST KpYITHEH el 00IbHULIEH
Mapcesis 1 OJHOBPEMEHHO KJIWHWYECKOUN 0a30il Memau-
LIMHCKOTO (hakypreTa YHUBepcuTeTa JKc-Mapcenb.
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CpaBHuBath paboty Haimiero LleHTpa M OOJBHUILIBI
TUMOH B 11€JIOM CJIOXXKHO. TUMOH — 00JIbIlIasi MHOTOTIPO-
(unbHAsS KIMHMUKA, COCTOsIIAas U3 JAeTckoro (276 mecr
B CTallMOHape) U B3pociaoro (793 MecTa B cTallMoHape) OT-
neneHuit. [lenuarpuyeckuie malMeHTHl ¢ 3a00JIeBAaHUSIMU
CHUCTEMBI KPOBETBOPEHUSI COCTABJISTIOT JIUIITb HEOOIBIION
MPOLEHT OT 0011Iero oobeMa oopalleHuit B KIMHUKY. Of1-
HaKo npu 6osbHUIIE (GYHKIIMOHUPYeT KOHCYIBTaTUBHBIT
LIEHTP [UIS TAlMEHTOB C MaTOJIOTMel remocrtasa (aeteit
u B3pocibix). OH paboTaeT Ha amMOyJIaTOPHOI OCHOBE,
XOTSI B CJlydae HEOOXOAMMOCTH TAlIMEHTHhl MOTYT OBITh
TOCTIUTAM3UPOBAHBI B MPOMPMIHLHOE OTACIEHNE CTAIlNO-
Hapa. AMOYJTAaTOPHBIN TIPUEM TAaIlUEHTOB C KPOBOTOUM-
BOCTBIO ¥ TPOMOO3aMU BeayT 4 Bpaua (2 JoKTopa Crelu-
aTM3UPYIOTCS TIPEUMYIIECTBEHHO Ha TeMOpPparmyecKux
paccTpoiicTBax, Apyrue 2 Bpaya — Ha TPOMOOTUYECKUX).
B amMunHucTpatuBHOM momunHeHuu LleHTpa HaxomwT-
cs1 mabopaTopusi TeMocTa3a, Bpauyl KOTOPOU TakKkKe akK-
TUBHO BOBJIEYEHBI B MPOIECC BHIOOPA AMATHOCTUIECKOU
u JsiedeOHol TakTUKU. COTPpyTHUYECTBO KIWHUIIUCTOB
" Bpavyell KIIMHUKO-INATHOCTUIECKOI TabopaTtopuu siB-
JIIeTCsl aKTUBHBIM U TIOCTOSTHHBIM M BKJTIOYAeT B ceOst
eXeHeeTbHbIe OOCYXICHUs CIOXHBIX CIy9aeB U CO-
BMECTHOE yJacTue B HAyYHBIX TTPOEKTaX. X0UeTCs TaKkKe
OTMETUTh OCBEIOMJICHHOCTb KJIMHUIIMCTOB B TEXHUYE-
CKMX MOMEHTax IMOCTAaHOBKW JUArHOCTUYECKUX TECTOB,
CUUTAIONIYIOCS «XOPOIITUM TOHOM».

HecomHaeHnHbIM TipenmyIiiecTBoM utsi KoHcymbraTuB-
HOTO IIEHTpPa TIATOJIOTUU TeMOCTAa3a SIBJISIETCST €TO TeCHOe
COTPYIHUYECTBO C WCCIIEMOBATENIbCKON Jabopartopueit
TeMaToJIOTUU MEIUITMHCKOTO (haKyabTeTa YHUBEpPCUTETA
Okc-Mapceb.

1o HacTOSITIIeTO BpeMEHU, TI0 JIMTePaTYPHBIM JaHHBIM,
TOYHbII IMAarHO3 HE MOXET ObITh ycTaHOBJEH Y 40 % ma-
LIMEHTOB C HACJIEACTBEHHOM MaToJoThelt TPOMOOLIMTOB,
Jlaxke TPU yCIIOBUY PYTUHHOTO UCITOI30BaHUS B KIIMHU -
K€ BCEX MOCTYMHBIX Ha HACTOSIIIIUN MOMEHT ITUAarHOCTH-
YECKMX METOMWK (CBETOBasl arperoMeTpusi, MPOTOUHAsI
LIUTOMETPUS, CBETOBAasI M DJIEKTPOHHAST MWKPOCKOITHS)
[1]. OnHako COTPYIHUYECTBO KJIMHUILIMCTOB C UCCIENO-
BaTeILCKUMU JIADOPATOPUSIMU  TIO3BOJISIET, MCIIOJIB3YS,
B YACTHOCTH, MOJEKYJISIPHO-TEHETUIECKNE METOIUKMU,
C OJTHOU CTOPOHBI, YCTAHABIMBATH TOYHBIN TUAarHO3 KOH-
KPEeTHBIM TIAlIMeHTaM, a C IPYroid, — MOTIOJIHITh 3HAHUS
0 (PYHKIIMOHUPOBAHUU TPOMOOITMTOB B HOPME M T1aTO-
joruu [3, 6—8]. D1tu cBeAeHMS UMEIOT OOJIBILIOE MPAKTHU-
YecKoe 3HaUeHUe, B TOM YMCIIe U JUTsSI pa3pabOTK HOBBIX
AHTUATPETAHTOB, aKTyaJbHOCTh KOTOPBIX OYIET, MO-BU-
JIIMMOMY, TOJIbKO BO3pacTaTh BCJEI 3a POCTOM pPaCIIpo-
CTPAaHEHHOCTU CEPIEYHO-COCYAUCTHIX maronoruit. [Tpu-
MEepOM MOI0OHOI COBMECTHOM paboThl Bpauelt locriutansg
TUMOH M COTPYTHUKOB YHUBEpPCUTETA MOXET CIIy>XUTb

FTEMATOJIOTMN u OHKOJIOT MU

BBISIBJICHUE MyTalluu B TeHe RASGRP2' Kak TPUUYWHBI
TSDKEJTBIX TeMOPPArnuecKux MposiBJICHU y 3 CUOIMHTOB,
BIEpBbIE onrcaHHoe B padboTe M. Canault et al. B 2014 &.
[9].

OTaesbHO XOYeTcsl cKazaTb 00 OpraHu3aluy MOMO-
I MalMeHTaM ¢ Taroyiorneil remMocrtaza Bo MpaHium
B 11e7IoM. Ha Tepputopun cTpaHbl (GPyHKIIMOHUPYET CETh
n3 39 mpodWIbHBIX LIEHTPOB, paboTalolnX Ha aMmOysa-
TOPHOI OCHOBE TIPU KPYIHBIX cTarmoHapax. Kaxierit u3
IIEHTPOB, Ky/a OOJIbHBIE TTOTAAAI0T 10 HATIPABJICHUIO Ce-
MEWHBIX Bpauyeil Wn APYTUX CIELUATIUCTOB, pacIiojaract
BO3MOXHOCTSIMU IIJISI TPOBENEHUST HEOOXOIUMOT TTepBUY -
HOI TMarHOCTUKM Y TTAIIUEHTOB C TIOBBIIIIECHHOW KPOBOTO-
YUBOCTBIO WK TpoMOo3amMu. OTHAKO U BHYTPU ITOM CETH
CyIIIECTBYeT Oojiee y3Kas creruanu3anust (Harpumep,
eHTpsl B [lapmke u JInoHe sBisitorcst pedpepeHCHBIMU
JUTSI OCTAJTLHBIX TI0 BOTIpOocaM reMouanu, 1eHTp B JInm-
Jie — st 6osiesHu Busuiebpanna, neHtp npu [ocniurane
TumoHn B Mapcesne — sl HacJAeICTBEHHOU MAaTOIOTUU
TpoMOo1UTOB). PedepeHCHBIE LIEHTPBI UMEIOT BO3MOX-
HOCTb «COOMPaTh» CIIOXKHBIX MAIMEHTOB B MacIITabax He
TOJIbKO CBOETO PErvoHa, HO U CTPaHbI B 1IEJIOM, U MOTYT
OCYIIECTBIIATH MPOBEACHUE CIIOXHBIX M TOPOTOCTOSIIITNX
aHAJIN30B, HEMOCTYITHBIX B APYTUX KJIMHUKAX (HaIIpuMep,
MOJIEKYJISIPHO-TEHETUIECKIE UCCIICIOBAHMS Y TIAIIMEHTOB
C HACJIEICTBEHHBIMU TPOMOOILIMTOIIEHUSIMU W TPOMOO-
nuTornatusimMu). Takas opraHU3alus TO3BOJISIET OBICTPO
HATpaBIISITh OOJTBHBIX JaXe ¢ KpaifHe pelKol MmaToaoru-
eii B CrenMaau3upoOBaHHbBIE KOHCYJIBTaTUBHBIC IIEHTPHI.
C npyroii CTOpOHBI, B Y3KOCTIELIMATU3UPOBAHHBIN LIEHTP
MAIMEeHT TIOTafaeT yXe ¢ JAaHHBIMA WHUIIMAIBHOTO 00-
CJIeOBaHMS, YTO TTO3BOJISIET COKOHOMUTH BPEMS W CPe/l-
CTBa, HEOOXOAMMBIE TSI IMAaTHOCTUIECKOTO TIOMCKA.

BaxxHbIM MHCTPYMEHTOM B pabOTEe CUCTEMBI TTOMOIIU
ManyveHTaM ¢ TIaTOJIOTHell TemocTasa SIBJSIETCSl HallMo-
HaJIbHBIN PeTUCTP OOJTLHBIX C HACIEACTBEHHBIMU KOATyJI0-
TTaTUSIMU, SIBJISTIOIIMICST @ IMHBIM JIJIST BCeX KIIMHUK. Takke
eIMHOOOpAa3HOW SIBJIIeTCS JOKYMEHTAIMS, BblIaBaeMast
ManyveHTaM ¢ TSKEJTBIMM TeMOPParnuyecKuMU PacCTpoii-
CTBaMU («IT1aCTIOPT TTAlIMEHTa» , «THEBHUK TTAllEHTA» ).

HamvonaneHbiit  peructp  (Suivi  Thérapeutique
National des Hémophiles) 6but co3man B 1994 1. u mep-
BOHAUaJIbHO BKJIOYAT B CeOsl TONBKO MMAIIMEHTOB C Te-
modbweit A u B. K Havany 2000-x rogoB peructp ObL1
CYIIIECTBEHHO MOJECPHU3MPOBAH JUIsI OOJETYeHUST TIPO-
mecca cbopa M aHaim3a JaHHBIX. KpoMe TOTro, TMOsIBU-
JJach BO3MOKHOCTb BKJIIOUEHMSI B PETUCTP TAlMEHTOB
¢ Oosie3Hbl0 BunebpaHna U peaAKUMU KOaryJaoInaTUusiMu.
B cBoem obHoBneHHOM BapuaHTe peructp (FranceCoag
Network) neiictByet ¢ ssuBapst 2003 . [10]. [To cocTrosiHUIO
Ha arpeib 2016 . B Hero 6bpUTA BKJTFOYEHBI 5513 manyeH-
TOB ¢ remodunueit A, 1238 — ¢ remoduaueit B, 1836 —

'en RASGRP2 kodupyem 00un u3 Karouesbix cueHatvhvix beaxog mpomboyumos calcium-and-DAG-regulated guanine exchange factor-1 (CalDAG-GEFI).
Jannwiii 6enok npedcmagasiem coboil paxmop oomera 2yanunosvix nykaeomudos (GEF), kpumuuecku éaxcnoiii oas axmueauuu Rap 1. Rap 1, 6enok ¢ I'TDaznoi
AKMUBHOCIMbIO, Uepaem KAHegyto poib 8 AKMueayuu mpomooyumos, HanpAMyIo pecyaupys uHmeepuH-onoCcpe008arHHYI0 azpeayiiio U cekpeyuio epanya.
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¢ 6onesHplo Bumiedpanna, 455 — ¢ «peakuMu» nepuiiy-
Tamu (akTopoB cBepThiBaHUs (neduuutsl 11, V, VII, X,
X1, XIII ¢pakTopoB cBepThIBaHUS, AUC- U aDUOPHUHOTEHE-
mun) [11]. biraromaps Tomy, 4TO perucTp MOAIEPKUBACT-
cs BceMu 39-10 CeMaiu3upyOIIMMUCS Ha TATOJIOTUN
reMocTa3a LIEHTPaMU, OH OCYILIECTBJISIET OXBAT MallMEeH-
TOB C HACJIEICTBEHHBIMU KOAryJoTaTUsSIMU Ha TEPPUTO-
pun Bceit @panuuu. JlaHHBIE KaTaMHe3a COOMPAIOTCS
JIe"alM BpauoM U 3aHOCSTCS B PETUCTP BO BPEeMsT KOH-
TPOJIbHBIX BU3UTOB B KJIMHUKY: IIJISI TIAIIMEHTOB C TSKE-
JIO U cpenHeTsikenoi popmoii reMopwinu, 3-M TUIIOM
06ose3Hn Buiebpanaga — exxekBapTajabHO, JJISI MallMeH-
TOB C JIETKOU (hopMOit reMODUINT U IPYTUMHU KOaryJiora-
TUSIMU — KaK MUHUMYM €XerofaHo. B peructp 3aHocsTcs
JlaHHbIe 00 MHUITMATIBHOM 00CIIEIOBAHUY TIPY TTOCTAHOB-
K€ JIMarHosa, fajaee — O MPOBOAMMON Tepanuu, 4acToTe
KpOBOTEUeHMIT Ha ee (DOHE, TTOPaKeHUSIX OTIOPHO-IBUTA-
TEJTHLHOTO arlapaTa, MOSBIeHUN MHTUOUTOpa (hakTopoB
CBEpTBIBAHUSI, COIMYTCTBYIOIIMX 3a0ojeBaHMsIX. Kpome
TOTO, BCE MAIMEHTHI ¢ TeModmineit Bo @paHinu, a Takxke
U X POJICTBEHHUKU XEHCKOTO T0J1a (IpU TTOJ03PEHNN Ha
HOCUTETHCTBO MyTAHTHOTO TeHa) TTPOXOISIT TeHETUIECKOe
obcnenoBanHue. OOHapyXeHUe MyTallMM B reHe (hakTopa
CBEPTBIBAHUS HE TpeOyeTcs Mg MOCTAHOBKU AUArHO3a,
HO TIO3BOJISIET TIPOBOINTH TEHETUUECKOE KOHCYTBTUPOBA-
HUE CEMEi, a TaKKe UMEET 3HaYeHUE JIJIS1 UCCIIEOBAHUIA,
TTOCBSIIIICHHBIX KOPPEJISIIMY TeHOTUTIA ¥ PUCKY PA3BUTHS
nHTHOMTOpa. KOHIIEHTpalust JaHHBIX O CTOJIb 3HAUUTEITh-
HOM YHCJIe TTAallMeHTOB B paMKax OJIHOTO PEerrcTpa KpaitHe
BaxkKHA Kak ISl HY>KJI TIPAKTUIECKOTO 37paBOOXpPaHEHMS
(Bomipochl  obecrieueHusT TAlMEHTOB KOHIIEHTpaTaMu
(hakTOpOB CBEPTHIBAHUS U T. [1.), TaK U JIJIST BO3MOXHOCTHU
peanu3aly HayYHBIX TIPOEKTOB. B yacTHOCTH, TIpoBee-
HUE MOJ0OHOTrO 00CEPBALIMOHHOTO UCCIETOBAHUS UMEET
WUCKITIOUUTESIbHOE 3HAYeHUE JUISl BBISIBICHUST (haKTOPOB
pUYiCcKa Y TIPeOTBpAleHUs TIOSIBJICHUsI MHTMOUTOpa (hak-
topa VIII y manpeHToB ¢ reModunueit A — npoOaeMbl 10
CUX TIOp HE TIOJYYMBIIEH anekBaTHOTO perneHust. [Tom-
JIep>KaHUe aieKBAaTHOUM paOOThI MYJIETUIIEHTPOBOTO PETH -
CTpa SIBJISIETCSI HEMPOCTOM 3aaueil, TpeOytolleil HeMasibIX
(buHaHCOBBIX BiOXeHMI. Kpome TOro, MCKITIOUUTETHHO
BaKHBIM SIBJIICTCSI TEXHUYECKOE COTPOBOXICHUE pPErv-
ctpa. BaxxHOCTb 3aKIII04aeTcs He TOJIBKO B BO3MOXXHOCTU
aHaJM3a MOJTyYeHHBIX JAHHBIX, HO U B YI0OCTBE BHECEHMS
nH@opmannu B peructp. [locienHee 0cOOEHHO aKTyalb-
HO B CJly4yae, €Clii BHECEHUE NaHHBIX OCYIIECTBIISIETCS
HE CIeIMaJIbHO BBIACIEHHBIM TIEPCOHAJIOM, a Jiealll-
MU Bpauamu. [1pu a3ToM yno0cTBO paboThI C MporpaMMOoii
CTAHOBUTCSI 3aJIOTOM TOTOBHOCTHM Bpadeil K JJIUTETbHO-
My cotpynaudectBy. C Moeilt Touku 3peHust, FranceCoag
Network siBisieTcst ymauyHbIM TIPUMEPOM CO3IaHUST pe-
ructpa nogodHoro poga. CBoeil ycnemHoil pabotoit oH
00s13aH XOpollell KOoopaAWMHAUMK pabOThl UM B3aUMHOM
3aMHTEPECOBAHHOCTH PYKOBOJICTBA M Bpauell peTMOHATb-
HBIX IIEHTPOB, MUHMCTEPCTBA 3ApaBooxpaHeHus, Haim-

TEMATOJIOTMM u OHKOJIOT MU

OHAJIbHOTO MHCTUTYTA OXPaHbBI 3M0POBBS U METUIIMHCKUX
nuccnenoBanuit 1 MpaHITy3cKOl accoMAIMY TAIMEHTOB
¢ reMouInei.

Bompoc co3manusi perucrpa MarMeHTOB C Haclen-
CTBEHHOI MaTojorheil TPOMOOIIMTOB SBIgeTCS Oosee
CJIOKHOU 3amavyeil 1o CpaBHEHUIO PETMCTPOM KOaryJio-
maruii. [TpuanHoO# sBNsIETCS TOT (DAKT, YTO JOCTYITHBIC
TECTHI JIJIST OLIEHKW (PYHKIIMIT TPOMOOIIMTOB O HACTOSI-
IETO0 BPEMEHU TUIOXO CTAaHIApTU3WPOBAHBI, W PE3YJIb-
TaThl WCCJIEJIOBAHUI, BBIMIOJTHEHHBIX B Pa3HBIX IIEHTPAX,
C TPY/JIOM MOAJAI0TCs cpaBHEHUIO [2, 4, 12]. Tem He MeHee
¢ 2004 t. Bo ®paHumu (GyHKIIMOHUPYET PETUCTP HACTE -
CTBEHHOM MaToJIOrMu TpPOMOOLIMTOB, co3aaHHbIi B Centre
de Référence des Pathologies Plaquettaires [13]. Peructp
TOAZIEPKUBACTCS 7-10 KIMHUKAMU U B HACTOSIIIIEE BPEeMsI
HaXOIUTCS B IPOLIECCE MOICPHU3ALINY.

Cpenu Bcex MaIMEHTOB C HACIEICTBEHHBIMU TeMOp-
parnyecKuMU paccTpoiicTBAMU 0cO00E MECTO 3aHUMAIOT
MalUEeHTHI ¢ TsKea0U popmoit reMobwiny U 3-M TUTIOM
6osiesHn Bunebpanma. Bo nzbexaHue pa3BUTUS TsKe-
JIBIX OCJIOKHEHMI 9Ta KaTeropust 0OJIbHBIX JOJIKHA TTOJTY-
YaTh TIOCTOSTHHYIO TTPOMWIAKTUKY TIpernapataMu (pakTo-
poB cBepThiBaHMs [14, 15]. 3a10roM ycrelHoro BeaeHus
TaKX TAIMEHTOB SIBJISIETCSI TECHOE COTPYIHUYECTBO
¥ TIOCTOSTHHBIN KOHTAaKT JIeyalllero Bpaya ¢ TMallieHTOM
U ero ceMbeil. B ycinoBusix dbpaHIy3CKUX LIEHTPOB MaTO-
JIOTUM TeMOCTa3a XOPOIIO pPean30BaH MPWHIUM KOM-
TJIEKCHOTO TTO/IX0/Ia K BEIEHUIO TTAlIMEHTOB C TSXKEJIbIMU
KOaryJIoMmaTusiMU; Bpady-TeMaToJIOr UMEET BO3MOXHOCTh
paboTaTh B TECHOM KOHTAKTe HE TOJIHKO C JabopaTtopueit,
HO U C XUPYPTOM-OPTOIIEZIOM, a TAaKXe BpauoM JieueOHOM
(msmIeckoit KyJabTyphl, COIMATLHBIM PAOOTHUKOM U TIPU
HEO0O0XOAMMOCTH ¢ TIcuxojioroM. Takast opraHu3ainus pa-
OOTHI HE TOJBKO 00eCTIeUMBAET BHICOKOE KAYECTBO MEAM-
LIMHCKOM MTOMOIIIY, HO 1 CYIIIECTBEHHO 0bJieryaer paboTy
Bpavya. KpoMme Toro, B KOMaHjie, OCYIIECTBIISIONICH TT0-
MOIIb TTAIIMEHTaM C KOaryJomaTUsIMU, 00s13aTeJIbHO TIPU-
CYTCTBYET KOOPIMHATOP — YEJIOBEK CO CPEAHUM MEIM-
IIMTHCKUM 00pa30BaHUEM, BBITIOJHSIONINM 3HAYUTETHHYIO
YacTh OPraHU3aIMOHHOI pabOThl BHE KITMHUKU. B chepy
JESITEIbHOCTA KOOPAMHATOPA BXOISAT OOYUYEeHUE TTalleH-
Ta W €T0 POAUTENIEH, KOHTPOJIb TEPAITUU Ha IOMY, TTOMOIIh
CO CBOEBPEMEHHBIM ODecrieueHreM TiperiapataMu hak-
TOpa CBEPTHIBAHMS, KOOPJAWHAIINS PA0OTHI C CEMEMHBIM
BpayoM (TrleauaTpom/TeparneBToM) OonbHOTO. Kpowme
TOTO, UMEHHO KOOPIWHATOP SIBJIIETCS TIEPBBIM KOHTAaK-
TOM JUUTSI TIAIIMEHTA B CJTydae BOZHUKHOBEHUSI OCTPOIA CH-
Tyaumu. TakuM oOpa3oM, paboTa KOOpIUHATOpPa CHUMAET
3HAYUTEJIbHYIO YacTh OPTaHU3allMOHHBIX O0SI3aHHOCTEM
C Bpava-remMarojiora, IO3BOJISIET JIydllle KOHTPOJIMPO-
BaTh Teparuio, MoJydyaeMylo OOJbHBIM, U OCYIIECTBIISTh
MHOOPMAIIMOHHYIO ¥ WHYIO TIOIACPKKY TAllMeHTOB U MX
ceMeit.

Tloesnka B Mapcenb crtaja sl MEHSI MpPEeKpPacHOM
BO3MOXHOCTBIO CPaBHUTb METOJbI PabOTHl U OpraHu-
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3auuto pabotel B HaumeM LleHTpe u 3a pybexxom. Mory
cKasaTh, 4YTo Bo3MoxxHocTH Jlabopatopuit HHITL] ATOU
uMm. Imutpust PoraueBa /uist TMarHOCTUKY KoaryaomaTuit
U HACJIEJICTBEHHON MaTOJIOTUM TPOMOOIIMTOB B 1I€JIOM HE
YCTYMaloT BO3MOXHOCTSIM (PPaHILy3CKON KIMHUKU — OCO-
OCHHO C YYeTOM OXMIa€MOTO PACIIMPEHUSI CIIEKTpa MO-
JIEKYJISIPHO-TEeHETMUECKO TMarHoCTuKu. BMecte ¢ Tem
HeJIb3sT He OTMETUTH GOJIblllee BHUMaHUE K TpobdiieMam
MaTojoruu remocraza Bo ®PpaHUUU B LIEJIOM, a TaKxkKe
Hajuuue ropasio 0OoJjiee pa3BeTBICHHON ceTu crelua-
JIU3VPOBAHHBIX YIPEKICHUH, NeTalonX KBATU(PUIINPO-
BaHHYIO TIOMOIIb JOCTYITHOW TSI BCEX MAlMEHTOB BHE
3aBUCUMOCTH OT MeCTa WX TpoxuBaHWs. OpraHu3anus
MoJ0OHON ceTH, 0e3yCIOBHO, TpeOyeT OOIbIINX MaTEepHU-
aJTbHBIX W KaJIPOBBIX PECYPCOB U SIBJISIETCST BOIIPOCOM Ha-
TPSDKEHHOUM paboThl B TEUEHUE MHOTHUX JIET. B ycimoBusix
Poccuiickoit @enepainiu 3Ta paboTa AOMOJIHUTENBHO 3a-

FTEMATOJIOTMN u OHKOJIOT MU

TPYIHSIETCS MPOTSKEHHOCTRIO paccTosSHMI. TeM He MeHee
XOUeTCcs HaAesIThCs, YTO BHUMAaHHUE K IIpoOJIeMaM TaKUX
MaIleHTOB B HAIIIei cTpaHe OyIeT YBEIMIMBAThCI — KakK
Ha YpOBHE PETMOHOB, TaK M (DelepabHBIX YIPEKICHMIA,
CITOCOOHBIX B CHITy CBOMX TEXHOJIOTMUECKIX BO3MOXHOCTEI
OCYIIECTBIISITh POJIb pe(hePeHCHBIX IICHTPOB.

B 3akimoueHume elne pa3 Xxouy IooIaronapuTh pyKOBOI -
ctBo HalmonHaabHOro 00IIecTBa IETCKUX TeMAaTOJIOTOB
¥ OHKOJIOTOB M BCEX TeX, OJ1arogapst KOMY cTaja BO3MOXK-
Ha 3Ta cTaxkupoBKa. Kpome Toro, caMple ICKpeHHUE CIIO-
Ba OJIarOJapHOCTU S TIPUHOIIY B afpec Bpadyeil M opau-
HaTopoB [ocriuransg TMMOH M COTPYTHUKOB JIa00paTOpUN
TeMaTOJIOTU MEIUIIMHCKOTO (DaKyIbTeTa YHUBEPCUTETA
Okc-Mapcenb — npodeccopa Marie-Christine Alessi,
npodeccopa Pierre-Emmanuel Morange, Celine Falaise,
Pierre Suchon, Alexia Robin, Amel Bensalah, Matthias
Canault, Paul Saultier, Anna Mezzapesa.
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Hopoeaue konneau!

B HoBoli py6pMKe «ﬂVICKyCCVIOHHbIVI KJ'I)IG» Mbl pejJiaraem Bam 06Cy,£l,VITb CMOPHbIe BONPOCbI AETCKO remaTosorAn-0HKONOrK. (CeroHALWIHAA
ny6nv||<auvm OTPaXKaeT JINlb OAHY U3 TOYEK 3peHNA 1 NOCTaHOBKY BOMpOCa, KOTOPbIi MOXeT ObITb Oﬁcy)KLlEH Ha CTpaHKLax XypHana.
[purnaiaem Bac NpUHATL yyacTie B ANCKYCCni, BbiCnaB (BOE€ MHEHIE Ha Hall 3NeKTPOHHbII aapec: info@nodgo.org.

JKkcnepmbl ymBepHAaIOM: ONaCEHUA 0 BAUAHUU HUSKUX [03
06NnyyeHus npu npoBeeHUU UArHOCMUYECKUX uccnepaoBanui
Morym Gbimb npeyBenu4enbl*

Aemoput nepeeoda: T.B. [llamanckas, /. 10. Kauanos, FO.H. Jlukaps

B cBoeii crathe, omyonvkoBaHHOW B “The Journal of
Nuclear Medicine”, J.A. Siegel et al. yrBepkIatoT, 4TO BO3-
JIECTBE METUIIMHCKOW pagualiii He YBETNIMBAET PUCK
pa3BUTUS 3710KaYECTBEHHBIX HoBooOpazoBaHuii (3HO) y
yenoBeka. [1o MHEHUIO aBTOPOB, MaBHee yOEXKICHUE, YTO
Jlake HU3KKWE MO3bl panvallii, KOTOpble MOTYT OBITh TIO-
JIy9eHbI B XOZIe TMPOBEICHUST TUATHOCTUYECKUX TTPOLIEIYD,
MoBBIIAOT pucK pa3Butust 3HO, ocHOBaHBI HAa HETOYHOM
TUIoTe3e, MpeaaoxkeHHol 6osnee 70 et Ha3al.

«MpbI mokaszanu, 4yto yrBepxaeHue Iepmana Miosuie-
pa, BeicKazaHHOe UM B 1946 I. Bo Bpemst ero HoGeneBcKoit
JIEKIIUM, 4TO JII000e WM3JIydeHWe HaHOCUT Bpel, Hesa-
BHCUMO OT TOTO, HaCKOJIbKO HU3KHUE T03bl ¥ MOITHOCTHU
WCTIONB3YIOTCS, M3BECTHOE KaK JIMHEHasi OecrioporoBast
runotesa (linear no-threshold hypothesis, LNTH), 6bu10
MPU3HAHO HAyYHBIM PATUOJIOTMYECKUM COOOIIECTBOM
KakK HeJIoTh4Hoe», — coobuun Jeffry A. Siegel, mpe3uneHT
u reHepanbHbiii nupektop Nuclear Physics Enterprises.
«C Tex Top HEOMHOKPATHO OBLIO TOKa3aHO, YTO 3aBHU-
CHMOCTB «03a—OTBET» MOXET 00OCHOBAHHO CUUTATHCS
JIMHEWHOM, HO TOJIBKO JIO OTPENeICHHOTO opora, HIKe
KOTOPOTO JT0KA3aTeJIbCTBA BPEIHOTO BO3IEHCTBUSI MOHU-
3UPYIONIETO 00JIyIeHNs OTCYTCTBYIOT, @ YaCTO MOHU3UPY-
foliee 00JTydeHrEe MOXKET JaXke TPUHOCUTH TTOJTb3Y. TeM He
MEHee 0 CUX Mop MpUHIMUM, 3ai10XeHHbI B LNTH, e-
>KUAT B OCHOBE PaUallMOHHON PETYISTOPHOM TTOTUTUKI».

Jluneiinas 6GecnoporoBasi rHNOTEe3a M KOHIIEMIKS NPHEM-
JIEMOT0 pUcKa

Hokrop Jeffry A. Siegel roBopuUT 0 TOM, YTO MOJUTU-
Ka, OCHOBaHHasi Ha MPEIOJOXEHUU O HAHECEHUU Bpe-
Jla 3I0POBbIO MPU BO3IEHUCTBUU JII000I 1036l OOJyUEeHUS
U TIpejUTararoinasi UCTroyib30BaHue Bce 0osiee U 0osiee HU3-
KMX J103 OOJIydeHUs TPU BBIMOJHEHUU KOMIbIOTEPHOMI
toMmorpaduu (KT), peHTreHOorpaduu U paauorn30TOMHbBIX
WCCJIEIOBaHUI, W3BECTHAs KaK KOHUEIMIUS Mpuemie-
Moro pucka (as low as reasonably achievable, ALARA —
HAaCTOJIbKO HU3KHUE M03bl, HACKOJIBKO 3TO MOCTIXKUMO
B Tpefiesiax pa3yMHOro) (IpUMEHUTEIbHO K METoaaM JIy-
4eBOi M paguoM30TONHbIN AuarHOoCcTUKU ALARA — 3To
HCITOJIb30BaHE MUHUMAIbHO HEOOXOIUMON T03bl UIOHU-
3UPYIONIETO U3JTyYeHUs ISl TTOTYYeHUS] KaueCTBEHHOTO
JMMAaTHOCTUYECKOTO U300paXeHUsl, TPUTOJHOTO K UHTEeP-
MpeTaluu — HApuM. nepesod4uKos), CIIoCOOCTBYET yKpe-
TUICHUIO YX€ CYIIECTBYIOIIEr0 MOBCEMECTHOIO CTpaxa
paaualuy y Bpaueil ¥ MallMeHTOB, 00YCIOBIEHHOTO AeCsI-
TUAETUSIMU ne3rnHpopmauun. OH MOTYEPKHYI, UTO «3TOT
cTpaX He OIpaBIaH HUKAKWMHW HAyYHBIMUA JTaHHBIMU
W JUCKPEAUTUPYETCST OOJILIIMHCTBOM 3KCIEpUMEHTAb-
HBIX U 3MUIEMHUOJOTMYECKUX MCCIENOBAHUM, KOTOpbIE
MOKa3bIBaIOT, YTO HU3KME I03bl pajuallvv, HaIlpOTUB,
CTUMYJIMPYIOT 3alIUTHBIE pEaKIIM1 OpraHUu3Ma, OKa3bIBast
OyraronpusITHBINA 2P HeKT».

* Opueunansras samemka “Fear of Diagnostic Low-Dose Radiation Exposure May Be Overstated, Experts Assert” onybauxosana 13 aneaps 2017 e. na caiime

ascopost.com (http.//www.ascopost.com/News/45279).
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Cchlasich Ha MHOTOYMCIIEHHBIE NCCIIETOBAaHUS, aBTO-
pbl yTBepxkaaloT, uto runote3bl LNTH u ALARA saBasior-
Csl TITyOOKO OIIMOOYHBIMU, TaK KaK OHM COCPEIOTOUYCHBI
TOJIbKO Ha MOJIEKYJISIDHBIX TTOBPEXIEHUSIX, UTHOPUPYS
MPU 3TOM 3alIUTHBIC W Ouosiornueckue peakiuu. Huz-
KW JI03bl pamualiii CTUMYIUPYIOT 3alUTHBIA OTBET
1 00EeCIIeYMBaIOT YCUJIEHNWE 3alllUTHBIX peakInii Ha MO-
TTOJTHUTEJIbHBIC TIOBPEXKIECHUS B TEUEHUE JIOJITOTO BpeMe-
HU, B TOM YHUCJIe U Ha MOcenyoine 00yiee BBICOKUE T03bI
pajvanuu.

IpencraBneHHbIe 0OKA3aTEbCTBA JIEMOHCTPUPYIOT
CHUXEHUE, a He MoBbIlIeHne prcka pa3sutusd 3HO npu
BO3MEHCTBUM /103 OOJyYeHUsI, UCTIONb3YEMbIX TPU BbI-
TOJTHEHUW BU3YyaTU3allMOHHBIX UcclienoBaHuit. JlaHHbIe
nccnenoBanus Life Span Study, msywaloimero Bo3zmeii-
CTBUE WMOHM3UPYIOIIETO OOJTyYeHUS Ha KEPTB aTOMHOM
6oMOapaupoBKHU, Tokazaiu, 4yto rurnore3a LNTH He
JIEWCTBYET MPU HUBKUX J03aX OOJTYUYEHUS, U MO3bI HUXKE
200 mIp He obyamaroT KaHLEpOreHHbIM 3 dekToM. DP-
dextuBHas n1o3a oobryHOM KT cocrasisier okono 10 M3B;
Mo3uTpoHHO-3MUccuoHHoit Tomorpaduu (I1OT)/KT ro-
JoBHOTO Mo3ra — 5—7 M3B u pytunHoi [19T/KT Bcero
tena ¢ '¥F-dropoesokcuriokosoit — 12—15 m3B.

Takum oOpa3zom, ropaszno 0oJjiee HU3KHKE 103bl O0Jy-
YeHUsI, TIOoJydaeMmble TPU TIPOBEACHUM MEIUITMHCKOU
BU3yaM3alun y NeTeil U B3POCIbIX, HE TOJLKHBI SIBJISITh-
CsI MPUYUHOM cTpaxa WIM MPUBOIUTH K OTKA3y OT MTPOBE-
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JNEHUsI JUAarHOCTUYECKUX MCCIEIOBAHUIN MO MPUYUHAM,
CBSI3aHHBIM ¢ paanododueil. ABTOpPBI CUMTAIOT, YTO (hak-
TUYECKUI PUCK YCTAHOBJIEHUS] HEMPABUJIBHOTO TMarHo3a
KaK pe3yJibraTa UCIOJIb30BaHUS HEOOOCHOBAHHO HU3KMX
1103 O0JTy4eHUS TPU BU3YATU3ALMOHHBIX UCCIIEIOBAHUSIX
WIN TOJTHOTO OTKa3a OT MPOBEAECHUSI 00CIeI0BAHUS O]
BIMSTHUEM (pOOUIA NOJKHBI CTaTh OCHOBHOU MPUYUHON
JJ1s1 OECTIOKOMCTBA.

Hoxktop Jeffry A. Siegel, BBICTyITas 3a 0€30ITaCHOCTD
MEIUIMHCKON BU3yaanu3aluu U TeX MPEeUMYyIleCTB, KOTO-
pble OHa AaeT, MO3BOJISIA CIlacaTh YEJI0BEUECKUE XKU3HU,
TOBOPUT clienywouiee: «3agaya, CTOsIIAs Mepel HaMW,
3TO pa3o0yaueHue OECITOYBEHHBIX OOIIECTBEHHBIX CTpa-
XOB O BPEIHBIX BO3NEUCTBUSIX HU3KUX 103 OOJTYYECHUS.
MenuiMHCKYE CIeUaaIuCThl, HAUMHAs C PEHTTEHOJOTOB
" Bpauel siIepHON MEIUIIMHBI, JOJKHBI OBITh COOTBET-
CTBYIOIIUM OOpa3oM IMepeyyeHbl, U TOJIbKO TOTJAa OOIIe-
CTBEHHOCTM MOXET OBbITh MpPeIOCTaBJ€HA JOCTOBEpHAas
nH@opMalusl, KOTOPOil OHU CMOTYT HOBepsTh. Kpome
Toro, mooena Haxg LNTH u ee motomctBoMm B Buge ALARA
MOXET MPUBECTU K pa3padOTKe HOBBIX CITOCOOOB IUArHO-
CTUKM U JIeueHUs 3a00JIeBaHMIA, a TaKXKe, YTOo ele Ooee
BaXHO, K CIIOCO0aM MPEAOTBPAILEHUS UX PA3BUTUS».

Codepyucanue 3moil 3amemKu He 0blIO PeUeH3UPOBAHO
Amepukanckum oduecmeom KAuHu4eckou oukonoeuu, Inc.
(ASCO®) u e o6s3amenvho ompaxcaem uoeu U MHEHUE
ASCO®.
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femeporeHHocmb 4S cmajuu Hedpodnacmombi:
MYAbMUAUCUUNAUHAPHDIU B3rNAR

T.B. Illamanckas, /I.FO. Kauanos, E.B. ®eokrucrona, I'.B. Tepemenko, }O.H. JInkapn,

.M. Mydraxosa, C.P. Tansmos, C.P. Bapdosomeena
OIBY «HHIII ITOH um. JImumpus Poeauesa» Munzopasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1

Konmaxmmuuvte dannvie: Tamvsna Bukmopoena lllamanckas shamanskaya.tatyana @gmail.com

4S cmadus sersiemcs YHUKAAbHOU U 2eMePOeHHOL Memacmamu4eckoil ¢opmoi Helipobaacmomsl, — Haubosee 4acmoil SKCmMpaKpaHu-
AnbHOU CONUOHOU ONYX0aU 0emcKoeo 603pacma. Kpaiine 8ajxcuvim s611emcs MyabmuOUCUUNAUHAPHBLI N00X00 K 8e0eHU0 OaHHOU epynnbl
nayuenmos, Om MoMeHma NOCMAaHO8KU OUAzHO3a 00 GbIPAGOMKU MePanesmu4eck020 NAAHA U CXeMbl OUHAMUHECKO020 HAONHOOeHUS.

Karouesnte caosa: neiipobnacmoma, demu, 4S cmadus, cuunmuepadus ¢ memaiio06eH3uNyaHuouHom, YAbmpazeykoeds OUdeHOCMUKA,

MACHUMHO-PE30HAHCHAA mo.Moepad)uﬂ, noauxumuomepanus

DOI: 10.17650/2311-1267-2017-4-1-83-88

Heterogeneity of neuroblastoma stage 4S: a multidisciplinary view

T.V. Shamanskaya, D.Yu. Kachanov, E.V. Feoktistova, G.V. Tereshchenko, Yu.N. Likar,
G.M. Muftakhova, S.R. Talypov, S.R. Varfolomeeva

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

48 stage is unique and heterogeneous metastatic neuroblastoma - the most common extracranial solid tumor of childhood. Extremely
important is the multidisciplinary approach to the management of this group of patients, from diagnosis to the development of a therapeutic

plan and scheme of dynamic observation.

Key words: neuroblastoma, children, stage 4S, scintigraphy with meta-iodobenzylguanidine, ultrasound diagnostics, magnetic resonance

imaging, chemotherapy

Heiipoonacroma (HB) sBnsgercd Haubosnee 4vacToit
5KCTPaKpaHUAJIBbHOW COJIUIHOW OIYXOJIbIO Y IETE B BO3-
pacte 0—14 jieT © caMbIM YacTbIM BUIOM 3J10KAYE€CTBEH-
HOTO HOBOOOpa30BaHMS y AETEl TEpPBOTO Trofa XU3HU
[1]. Onnoii u3 ocobeHHocteit Hb sBisieTcst BblaeneHue
2 BapuMaHTOB METAcCTaTUYECKOU hopMbl 3abosieBaHUs,
pa3IYaIoNINXCsS IO MOJIEKYISIPHO-TeHETUYECKUM  Xa-
pakTepuCTUKaM, pacrpeie/ieHUIO OTIAIEHHBIX MeTacTa-
30B, MOAXOAaM K Tepanmuu W mporHosy [2]. 4S cragus
Hb — yHukanbHast meractatudeckas ¢gopma 3abojieBa-
HUS Y IeTeil IepBoro Trojia XXU3HU, XapaKTepu3yIomascs
HaJIMYMEM METacTa30B B MEUeHU, KOXE U KOCTHOM MO3Te
(ue 6osee 10 % ot yncia SapocoAepKaALINX KIETOK, IIPU
YCIIOBUM OTCYTCTBUSI BBISIBJICHHMSI TIO3UTHUBHBIX OCTEO-
MEIYJUISIPHBIX OYaroB TIPX MPOBEICHUN CHUHTHUTpadumn
¢ MeTaiton6ensmryannanHom (MUBT)) [2, 3]. YacToTa
BoisiBiieHus1 4S craguu HB Bapeupyer ot 18 no 27 % y na-
LIMEHTOB TIEPBOTO TOfla XKU3HMU [2], 4TO yKa3bIBaeT HA He-
00XOIMMOCTb MPOBEICHUS KOMILIEKCHOTO 00CIeIOBaHUS
6o01bHBIX HB 111 MCKTIoueHus OTAaJIeHHOTO MeTacTa3u-
poBaHus. Hanbonee 3HaUMMBIM C KIMHUYECKOW TOYKHU

3pEeHUS SBIISIETCSI METacTaTUIeCKOe TopaXkeHue TeYeH!,
KOTOpOE BhISABIIsIETCsL Y 76 % nauueHToB ¢ 4S cragueit Hb
¥ MOXET BapbUpPOBATh OT EAMHUYHBIX 0YaroB 10 MHOXKE-
cTBeHHOTO wian AucPy3HOTO TIOPaKEHUST TMapeHXUMbI
TIeYEHHU, B PSIIE CITyIaeB MPUBOISIIETO K JIeTaTbHOMY UC-
xony [2, 4].

Crnemyet otMeTuTh, 4To 4S cranus HbB xapakrepusy-
eTCsI KITMHUYECKON 1 OMOJIOTUYECKOl TeTepOTeHHOCTHIO,
YTO HEOOXOAMMO YIUTHIBATH TIPU BHIPAOOTKE TAKTUKU Be-
JICHUS TTAIIMEeHTa.

KnuHnueckast kapTuHa 3a00JieBaHUS MOXET OBITh
JIOCTATOYHO BapuabeNbHOU: OT CIIydyaiiHO BBISIBIIEHHBIX
MEeTacTa3oB B TIEYCHU TMPU TPOBEICHUM OOCIIETOBAHUS
y peOeHKa C YIOBJIETBOPUTETHHBIM OOIIINM CaMOIYBCTBH -
€M IO Pa3BUTHSI KIIMHUKHU a0IOMUHAIBHOTO KOMITapT-
MEHT-CMHJIpoMa Ha (hOHE MACCHUBHOWM TeraToOMeTauu,
TPeOyIOIIero MPUHITUS CPOYHBIX TEPATIEBTUIECKUX pe-
1eHuit [5].

KiuHnueckasi TeTeporeHHOCTh BKJIOYAET XapaKTep
pacroyioXXeHusl TIePBUYHON OTYXOJIM M €€ B3aMMOCBS3b
C XW3HEHHO BaXXHBIMU CTPYKTypaMU, a TakKe pas3jidd-
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HYIO CTENEeHb BBIPAXKEHHOCTU OTHAJIEHHBIX METAcTa3OB,
B MIEPBYIO ouepeb B nedyeHu. KitaccuueckuM BapuaHTOM
4S cranuu HbB gBnsieTcs nokanuzalus MepBUYHON OITy-
XOJIA B HAATIOYEYHUKE C MHOXKXECTBEHHBIMU WK TUDDY3-
HBIMU MeTacTa3aMU B Ie4yeHU. JloCTaTOYHO XapaKTePHbIM
SBJIIETCS OWIaTepaibHOE MOpaXeHUe HAATOYEYHUKOB
[6]. OmHako ciemyeT OTMETUTh, YTO TOTOrpadusi Tep-
BUYHOI OIYyXOJIM MOXET OBbIThb Pa3IUYHOW U BKJIIOYATh
MopaxkeHue 3a0pIOIIMHHOIO MPOCTPAHCTBA, 3aqHETO
cpenocTeHus, 1ien U Majnoro taza. Kpome toro, y yactu
MalleHTOB OTMEYAeTCs HE MHOXECTBEHOE, a 0YaroBoOe
MOpakKe€HUE TIEYCHU.

buonornueckas rereporeHHOCTb 4S cranuu HbB moa-
yepKUBaeTCs BbIBIeHUEM aMmrummbukamuu reHa MYCN
Yy 4acTy MallMEeHTOB, MPU 3TOM B MOJABJSAIOIIEM YHUCIIE
cly4aeB JaHHBI HE3aBUCUMBbII HEOJArONMpPUSATHBIN MPO-
THOCTUYECKWI MapKep He OMpeAessieTCs U OMyXOJIu Xa-
PaKTEepU3YIOTCS TPUTLUTOUIHBIM HAOOPOM XPOMOCOM U OT-
CYTCTBUEM CETMEHTAPHBIX XPOMOCOMHBIX aHOMAJIUI, YTO
00YCJIOBJTMBAET OJ1arONMPUSATHBIN MPOTHO3 U BBICOKYIO Ya-
CTOTY CITOHTaHHOM perpeccuu [7]. Hampotus, mokazaHo,
YTO y MAIMEHTOB MPU OTCYTCTBUU aMIUIM(DUKALIMU TeHa
MYCN nHanmuume cerMeHTapHBIX XPOMOCOMHBIX abeppa-
Wil 00yCIIOBNMBAET OoJiee arpecCMBHOE KIMHUYECKOE
TEUEHUE U XyILIKE Pe3yJIbTaThl JeueHus [§].

Kak yxe oTmeuvasioch Bblllie, Bce mamueHTsl ¢ HB
JIOJKHBI OBITh OOCJIEeMOBaHbI MJII WCKJIIOYEHUS OTAa-
JICHHbIX MeTacTa3oB. Ha HauyajapbHOM 3Tame MOCTaHOB-
KU JUarHo3a Mpu o0Clieq0BaHUU pedeHKa MepBOro roga
XW3HU ¢ Togo3peHreM Ha HDB 3HaumMoe ToBBbIIIEHUE
ypoBHs HelpoHcneundudeckoit enomnassl (HCE) yxe
MOET HAaCTOPOXHUTh Bpaya B OTHOILIEHUU HAJIUYUS OT-
JTaJIECHHBIX MeTacTa30B. [loka3aHo, 4TO BBICOKHE 3HaAYe-
Husg HCE xoppennpytoT ¢ MeTacTaTU4eCKUMU (opMaMu
HDbB, npu sToM MennaHa ypoBHSI TaHHOTO OHKOMapKepa
y manmeHToB ¢ 4S ctamneit HB cocraBmser 50 Hr/mi [9].
HckintoueHre KOXHBIX METCTa30B TPeOyeT TIATEIbHOIO
OCMOTpa KOXHBIX MOKPOBOB pedeHKa. BrIsiBieHue mom-
KOXHBIX Y3€JIKOB CUHIOIIIHOTO 1[BETA SBJISIETCS XapaKTep-
HBIM MPOSIBICHUEM KOXHBIX METAcTa3oB 3a00JieBaHUS.
Muenorpamma u3 4 TOYEK B HACTOSIIIEE BPEMSI SIBJISIETCS
CTaHIAPTHBIM METOJOM HCKJIIOUEHUSI TOPaXeHUsT KOCT-
HOTO MO3ra, MPU 3TOM 0013aTeJIbHBIM B CITy4ae BBISIBIIC-
HUS OITyXOJIEBBIX KJIETOK SIBJISIETCS MOACYET UX YKCIIa 0
OTHOILIEHUIO KO BCEM siipocoaepxainm kietkam. Kop-
PEKTHas OLIEHKAa MPOLIEHTAa OIyXOJIEBBIX KJIETOK IO OT-
HOIIEHMIO K SIPOCOAEpXKAIINM KIETKaM KOCTHOTO MO3Ta
MO3BOJISIeT YeTKO auddepeHmmponats 4S (< 10 %) u 4-10
(> 10 %) craguu 3a00JeBaHUSI.

BrisiBieHre MeTacTa30B B MeYEHU TPeOyeT KaK BbICO-
KOl KBanUKaUU Bpadeil, MpOBOASIINAX BU3YyaIU3Al1-
OHHBIE UCCIIEIOBAHUS, TAK U UCITOJIb30BaHUST HECKOJIBKIX
METOAOB Bu3yanuzauuu. KinmHudyecku B moyib3y MeTacTa-
TUYECKOTO TOPAXKEHUS MEYEHU YKa3bIBa€T BBIPAXKEHHOE
YBEJIMUYECHUE MOCTeAHEN MpU PU3UKATBHOM OCMOTPE.
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VnerpaszBykoBoe wuccienopanue (Y3WM) opraHoB
OPIOIITHO TIOJIOCTH TIO3BOJISIET YXKe Ha TePBOM dTarle 3a-
MOAO3PUTh HATMYKME METACTATUIECKUX OYaroB B MEUYEHU.
Kpome Toro, Y31 umeer Gosplioe 3HaAYEHUE MPU YXKE
YCTAaHOBJICHHOM [IMarHO3¢ B KadyecTBe HamboJyiee 4acTo
WCTIONb3YEMOTO METO/Ia JMHAMUYECKOTO HAOIIONEeHUS
3a OOJILHBIM, KOTOPBII HE HECET JIy4eBOI HArpy3Ku 1 He
TpedyeT cegalnu pedeHKa.

Ilpu momo3peHMM Ha MeTacTaTMYECKOoe IMOopaXeHue
TIEYEHHN Yy IETel C HePOTeHHBIMU OTTYXOJISIMU 3a0PIOTIIH -
Horo npocTtpaHcTBa Y3U nedyeHu xkenaTeaIbHO BBITOJHSTh
Ha 000pYIOBaHUM IKCIIEPTHOTO YPOBHSI C MCITOJIH30Ba-
HUEM JIMTHEHBIX TaTYNKOB C YACTOTOUM CKAaHMPOBAHUS HE
meHee 7 MIi1. KoHBeKCHBIE MaTYuMKU, Jaxe MpeaHa3Ha-
YeHHbIE /I pabOThI B TIEAMATPUM C YaCTOTOUW HE MeHee
5 MIi1, He obiagaloT 1O0CTaTOYHON pa3peliaroiieil crno-
COOHOCTBIO JUTSI BBISIBIIeHUST AUDQY3HBIX MEJIKOOYaro-
BBIX MOPaXXeHU TIEUYeHU, XapaKTepHbIX Wi 4S craguu,
OCOOEHHO y JIeTeil MepBBIX MecSIeB XU3HU C Maccoi
tena 1o 3—4 xr. Ha puc. 1 npeacrasieHa yabTpa3ByKoBast
KapTWHa TMeYeHn pebeHKa 2 Helleb XU3HU TTPU OCMOTpe
C UCMOJIb30BAaHUWEM KOHBEeKCHOro natuuka 5 MIir. [lpu
9TOM CO3/aeTcsl BIIEUATJIEHWE, YTO TMapeHXuMa TMeYeH!
OJTHOPOJTHA, UMEET CPEIHIOI0 XOTEHHOCTh M HEM3MEHEH -
HYI0 CTpYKTYypy. OHAKO TIPU UCTIOJIb30BAHUHY JIMTHEHOTO
natyuka ¢ yacrtoroin 10 MIix y aToro ke malueHTa cra-
HOBUTCSI OUYeBUIHBIM nuddy3HOEe MeTacTaTUIecKoe I0-
paXeHue TMEeYeHW U XOPOIIO BU3YATIM3UPYIOTCS MHOXKE-
CTBEHHBIEC OKPYTJIbIE TUTIOXOTEHHBIE 0YarH € JOCTATOYHO
YEeTKUMU KOHTypaMU TraMeTpoMm a0 5 mMm. Takum obpa-
30M, TIPEICTaBICHHOE HAa pUC. 2 U3MEHEHUE CTPYKTYPHI
MEYEHU SIBJISIETCS OJHUM W3 HECKOJbKUX BO3MOXKHBIX
BapUaHTOB €€ OITyXOJIEBOTO TMOopaxeHus npu 4S craauu
HBbB. Ha puc. 3 npeacrasieH elle OOWH 4acTO BCTpeva-
IOIINIICST 00pa3elr] MeTacTaTUIECKUX O4YaroB, MMEIOINX
BUJIl TUTIEPIXOTEHHBIX OKPYTJIBIX OOpa3oBaHWi, M30Ba-
CKYJISIDHBIX B HEM3MEHEHHOU MapeHXUMe, ¢ HeUETKUMU
KOHTYPaMU U TUTIO3XOTEHHBIM 000/IKOM 10 Tiepudepun,
pazmepamu g0 10—15 MM. MHOXeCTBeHHbIE o4yaru Ipu
nuddy3HOM METacTaTUUECKOM TOPaXXeHUU BEIYT K BbI-
paXkeHHOU reraToOMeTaIni U Pa3BUTHIO aOTOMUHAIBEHOTO
KOMTIapTMeHT-cuHIpoma. [Tomo6HOTO XapakTepa ovaru
MOTYT OBITh U €MUHUYHBIMU, TIPU 3TOM PACIIOIaraThCs
cyOKancyisipHo, aehopMupys HapyXXHBIN KOHTYp Tieue-
HH, KaK 5TO MoKa3aHo Ha puc. 4. Kpome Toro, meracraTu-
YecKoe MopaxXkeHue TieueHu TIpu 4S cTaiuv MOXET UMETh
BU/JI TUTIEPIXOTEHHBIX OTHOPOIHBIX YUACTKOB HETTPABUIIb-
HOI1 (DOPMBI C YETKUMU KOHTYPaMU, M30BACKYJISIPHBIX T1a-
peHxuMe reveHu (puc. S).

ToTtanbHOE MEJIKOOYAaroBoe MeETacTaTUYecKoe Iopa-
XeHue mnedyeHu 4S cTaauu, OCOOEHHO IMPU TPYIHOCTSIX
B OOHapy>XeHUM TepBUYHOI OIyXosu, cieayeT nudde-
PEHIIMPOBATH B MIEPBYIO OUYePe/ib C UBMEHEHUSIMU TIEYCHU
npu nuddysHor Gopme MHPAHTUIBHONW T€eMaHTUOMBL.
Pemrarotiyio posib B YCTAaHOBJIEHUM TIPABWJIBHOTO JMa-
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Puc. 1. Yaempaseykosas oduacnHocmuka usmeHeHuil neveHu y pebeHKa
¢ 4S8 cmadueit Hb

Puc. 2. Yaempaseykoeas oduacnHocmuka usmeHeHuil neveHu y pebeHKa
¢ 4S8 cmadueit Hb

Puc. 3. Yaempaseykoeas oduacnocmuka usmeHeHuil neveHu y pebeHKa
¢ 4S8 cmadueit Hb

THO3a MOXET MMETh COCTOSTHME BUCLIEPATbHBIX apTepuii
U TeYyeHOUHbIX BeH. Ilpu muddysHoit remaHrnome mne-

TEMATOJIOTMM u OHKOJIOT MU

Puc. 4. Yaempaszeykosas ouacnocmuka usmeHeHuil neyeHu y pebeHKa
¢ 48 cmadueit Hb

Puc. 5. Yaempaszeykosas ouacnocmuka usmeHeHuil neweHu y pebeHKa
¢ 48 cmadueit Hb

YeHU XapaKTEePHBIM SBJISIETCS BBIPAXKEHHOE pacIIdpeHue
YpPEBHOIO CTBOJIA, OOIIEH M COOCTBEHHON apTepuil meve-
HM, Cy>XeHMe OpIOIIHOW aopThl HUXKE YPOBHSI UPEBHOIO
CTBOJIa, OTHOCUTEJILHOE pacIIUpEeHNEe U YBETUYEHUE CKO-
pPOCTH KPOBOTOKA B MEUYCHOUYHBIX BeHaX. g 4S craguu
C TIOpaXXeHUEeM TeUYeHU COBEPIICHHO HeXapaKTepHO YyBe-
JIMYeHUe apTepUalbHOTO KPOBOTOKA C paclIMpeHUeM
MpOCBeTa apTepuii, IIEUCHOUYHbIC BEHBI W HIDKHSS ITI0-
Jlasi BeHa B TICYCHOYHOM CETMEHTE COXPaHSIIOT IIPOXOIU-
MOCTb, HO TIPOCBET MX, KaK MpaBUJIO, CAABICH CHAPYXU
3a CYET reraToMeraanuy 1 MOBBIIIEHUS] BHYTPUOPIOIITHOTO
JIaBIICHUS.

CrnenyeT 0co00 MomuepKHYTh, uTo A 4S ctaguu HB
HauboJiee xapakTepHo aud@y3Hoe nmopaxkeHue TMeuyeHU.
Ipu TakoM XapakTepe TMOpaXKeHUS TeYeHU DPe3yJIbTaThl
koMmmbioTepHOU Tomorpadum (KT) mMoryT HOCUTH JIOXK-
HooTpHuLaTeIbHbIN XapakTep [4] (puc. 6). [TokazaHo, yTo
U3 BCEX BU3YaJIM3alLIMOHHBIX METOMOB BBISIBICHUS] MeTa-
CTaTUYeCKOTro MopaxeHus neueHu rnpu Hb Hanbosee nH-
dbopmatuBHBIM sgBIsgeTcst MPT (puc. 7) [10].
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Puc. 6. Buzyaauzayus 4S cmaouu Hb ¢ memacmamuueckum nopaxcenuem
neuernu (KT u maenumno-pesonarcrnas momoepaghust (MPT)). Obnacms ough-
(Y3HO-UHDUABMPAMUBHO20 Memacmamu4eckoeo nopaxcerus ¢ S6 npagoii
done newenu, Hb npasoeo nHaonoueunuka (6oavuiiie cmpenxu), meaxue ouaeu
MEMAcmMamuH4eck020 nOPANCeHUs. 8 OCMANbHbIX ceeMeHmax neuexu. lenamo-
meeanus (a). TlokazamenvHo omcymemeue eusyaruzauuu Memacmamuve-
ckoeo nopaxcerus npu KT (6)

I[Ipn BBIMONHECHWM BU3YAIM3AIIMOHHBIX METOIOB
WCCIIEIOBAaHUS Bpad-peHTTCHOJOT JIOJDKEH OIHcaTh
MIEPBUYHYIO OIYXOJb, €¢ ToImorpacduio U B3aMMOCBSI3b
C OKPYXKaIOIIMMHI aHATOMUIECKIUMHU CTPYKTYpaMH, a TaK-
Ke yKazaTh B IIPOTOKOJIC MCCIeIOBaHUS (DaKTOPHI prcKa
mpu Busyanusannu (Image Defined Risk Factors, IDRF),
HaJIMIMe KOTOPBIX BasKHO 1T BRIPAOOTKM TaKTUKU BeJe-
HuUs namueHTa [11].

I[Ipn BBIMONHEHWM BU3YAIM3AIIMOHHBIX METOIOB
WCCIIEIOBAHUs Bpad-peHTTCHOJOT JIOJDKEH OIHcaTh
MIEPBUYHYIO OIYXOJb, €¢ ToIorpacduio U B3aMMOCBSI3b
C OKPYKaIOIIMMHI aHATOMUIECKIMHU CTPYKTYpaMH, a TaK-
Ke yKazaTh B IIPOTOKOJIC MCCIeIOBaHUS (DaKTOPHI prcKa
pu Busyanusannu (Image Defined Risk Factors, IDRF),
HaJIMIMe KOTOPBIX BasKHO 1T BRIPAOOTKM TaKTUKU BeJIe-
HuUs namueHTa [11].

CuuHTurpadus c MWBI o6amaer ou4eHb BBICOKOM
YYBCTBUTEIbHOCTBIO M Crieu@UIHOCThIO (6osbiie 90 %
n 98 % COOTBETCTBEHHO) B IMAarHOCTUKE MeTacTaThye-
ckoro mopaxenust mpu Hb u mostoMy pekomeHmoBaHa
IIJIST ICTTOJTB30BAaHUS B IIPOTOKOJIaX BeJIEHUS MTAllMEHTOB C
IaHHBIM BUIoM omnyxoiu [11—13]. OnHako u3-3a pusno-
JIOTHIECKOTO HaKOIIeHMS pagrnodapmiipernapara (PDIT)
B TIapeHXuMe TedeHn (puc. 8), cuunTturpadus ¢ MUBT
HE BCeTaa ITO3BOJISIET JOCTOBEPHO OIPEACIINTh HAIMUME
METacTa30B B IleueHU y manueHToB ¢ HB.

BripaxkenHoe nuddy3HOe UM XOPOIIIO BU3YAIN3UPY-
eMoe ouaroBoe HakorieHre PDII B meyeHn Ha ITOTyIeH-
HBIX TUTAHAPHBIX CIIMHTUTPAMMAaX CBUACTEIBCTBYET O Me-
TacTaTUdeckoM nopaxxeHuu (puc. 9). CienyeT OTMETUTb,
YTO BBHIIIOJTHEHHE TTPOTOKOJIA OTHO(POTOHHOM SMUCCUOH-
Hoit KT (O®3KT) naneko He Bcerma MO3BOJISICT ITOATBEP-
IWTh WUIM ONPOBEPTHYTh Haau4uure MetacTta3oB. OOBIY-
HO Ha M300paXeHUSX, MOJYICHHBIX IPH BBITOJIHE-HUN
nporokojia OMOKT, Busyanusupyercsi HepaBHOMEPHOE
HakorieHne MUBI B medyeHn ¢ Gojee BbIPAXXEHHBIM
HaKOIUICHWEM B JIEBOIl IOJIe, YTO B OOJIBIIMHCTBE CITy-
yaeB oTpaxacT usmosornieckoe pacmapeneiacHue POIT
(cm. puc. 86).
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Puc. 7. MPT ¢ T2-636ewennvix uzodpaxcenusx u ¢ T2-36eueHHbix uzoopa-
JCEHUSIX ¢ NOOABACHUEM CUSHAAA OM JICUPOBOLl MKAHU 8 KOPOHAAbHOU U aK-
cuanvHoll npoekyusx y nayuenmog ¢ Hb 4S cmaduu ¢ memacmamuueckum
nopadiceHuem neveHu: a — momanvHoe Oup@y3noe MH02004az080e Memacma-
muyeckoe nopadceHue neueHu, 80BACHEHbl 6Ce CeeMEHNbl, 2eNamoMeeanus,
o0sem Memacmamu4ecko2o nopajicerus NeveHu npegoluiaenm 00sem coxpan-
HOLUI NAPEHXUMbl, 8 NPOEKUUU 1e6020 HAONOUEHHUKA PACHOAA2AeM sl UHUUU-
anvhas HB; 6 — mHodcecmeentoe ouaeogoe memacmamuueckoe nopadiceHue
neveHu (Memacmamuueckue Y3avl paziu4HO0 pazmepad), 6061e4eHbl 6ce
CeeMeHmbl; 8 — HEMHOLOYUCACHHbIE 0Yaey MemAacmamu4eckoe0 nopadceHus
6 neuenu 6 S7 u S5 npagoii done neuenu, @ NPoEKUUU 1€6020 HAONOHEHHUKA
pacnoaaeaemes unuyuansias Hb ¢ vemkumu, posnsimu konmypamu, omme-
HAIOWAS KHU3Y 1€8VI0 NOYKY; ¢ — Ounamepanvhoe nopajceHue HaonoueuHu-
K08 U Memacmasvl @ neveHu

Takum 00pa3zoMm, I TUATHOCTUKKM METACTaTMYECKOTO
ropaxeHust iedeHu y narmmeHTo ¢ HbB B Tex cinyuasix, korma
OCTaloTCs COMHeHHsI rocie ciuHTurpadu ¢ MUABT, Heo6-
XOAMMA KOPPEJSLUS C APYTUMU METOAAMU UCCIICIOBAHUS.
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a 0
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Puc. 8. Cyunmuzpagpus ¢ '2I-MHBI a — naanapuvie cyunmuepammol, Gu-
3uonoeuyeckoe pacnpedenenue PPII (6xkarouas pasHomeproe gusuonoeuye-
ckoe Haxonaenue 6 newenu);, 6 — ODIKT/KT-coemeuennvie uzoopaxcenus
(Hopma), @u3uonocuueckoe HepagHOMePHOe HAKONAEHUE @ NeYeHU HA Noay-
yennwvix momocyunmuepammax u ODIKT/KT-coemewentvix uzobpaicenusx

a 6 6

| B -
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Puc. 9. Cyunmuzpagpus ¢ ‘ZI-MHBT, naanapuvie cyunmuepammol: a — ebi-
padicenioe dug@ysroe HaKonAerUe 6 NeYeHy COOmeemcmeyen Memacmamii-
YeCKOMY ROPAXNCEHUIO; 0, 8 — 04A2060€ HAKONACHUE 8 NEYeHU COOMBEmCmay-
em Memacmamu4ecKomy nopajiceHuro

Takum 00pa3oMm, IS TMAaTHOCTUKU METaCTaTUYeCKO-
ro MopaxeHus nedyeHu y nauveHToB ¢ Hb B Tex ciyya-
SX, KOTJIa OCTAalOTCSl COMHEHUS Tocjie CUMHTUTrpaduun
¢ MUBI, HeoGXoaMMa KOPPEIALHS C IPYTUMHI METOIAMU
HCCIIeTOBaHUSI.

Takrtrka BegeHus 00JabHBIX ¢ 4S ctagueit HbB 3aBucur
OT BO3pacTa MalueHTa, HaJW4yus/OTCYyTCTBUS HebJjaro-
MPUSITHBIX IIMTOTEHETMYECKNX MapKepoB (aMIutm@uKa-
uuu reHa MYCN), a TakKe OT HaJIM4Yus U CTETNICHU BbI-
PaXeHHOCTU XU3Heyrpoxaromux cumntomoB (2KYC),
KOTOpBIE MOTYT OBITH OOYCJIOBJICHBI KaK TermaToMeTajI-
el 3a cueT MeTacTaTUYeCKOro IOopaxKeHUs IMeYeHU, Tak
1 KOMITPECCUOHHBIM BO3ICHCTBUEM MTEPBUIHOM OITYXOJIH.

IMamuenTs! ¢ 4S cranueit HB B Bo3pacTte repBbIx Mecs-
ueB xu3Hu 6e3 2KYC MoryT ObITh OCTaBJIEHbI MO/ IMHA-
MHUYECKUM HAOIIONCHUEM 10 JOCTHKCHUS 3-MECSUHOTO
Bo3pacTa. B Bo3pacte 3 MecsieB NMpu YyCIOBUM COXPAaHE-
HUS OITyXOJIU TpeOyeTCsT ITpoBeAcHIe MOP(OIOrMIecKoit
BepudUKaLIMK TTpoliecca ¢ 00s13aTeIbHBIM BBITTOJHEHUEM
LIMTOTeHETUYECKOTO UCCIIeTIOBAaHMS.

Yactb 601bHBIX ¢ 4S cTtagueit Hb MoryT ObITh OCcTaB-
JICHBI TTOJI TMHAMWYECKUM HaOJIIOICHUEM, YIUTHIBas de-
HOMECH CITOHTaHHOI perpeccuu oIyxoJju, U B 0ojiee cTap-

1IIeM BO3pacTe MPU YCIOBUU OTCYTCTBUS aMIUTAGUKAIIAU
reHa MYCN. Tlpu aToM B psijfie cilydyaeB He TpedyeTcs Ipo-
BelICHUE XUPYPrUYECKOro BMeNIaTeIbCcTBa B 00bEME yaa-
JIEHUs TIEPBUYHOM OITyXOJIv, TTOCKOJIBKY OTKa3 OT orepa-
LM He YXYIILIaeT MPOTHO3 B 3TOM rpymnrie 00abHbIX [14].

IMauuents! ¢ 4S cranueit Hb u Hanuuuem amrmiudu-
kauuu reHa MYCN ctpaTuduuupyroTcs B TpyIITy BbICO-
KOTo pucKa B paMKaX peKOMeHAal1ii COBPEMEHHBIX MPO-
TOKOJIOB pUCK-agantupoBaHHo# Tepanuu Hb u Tpedytor
MpOBEIEeHUsT UHTEHCUBHOW MYJIBTUMOIAIBLHOUN Tepamnuu,
BKJIIOYasi ayTOJIOTUYHYIO TPaHCIUIAHTALIMIO T'eMOMO3TH-
YECKMX CTBOJIOBBIX KJIETOK [15].

Hannune KYC tpeOyeT TepaneBTUUYECKOTO BO3ICH-
CTBUSI HE3aBMUCHMMO OT BO3pacTa TallMeHTa, MpU 3TOM
BUI U 00BEM JICUCHUSI 3aBUCSIT OT CTEIIEHU BBIPaKEHHO-
CTU remaTOMEeTraJIni M COMaTUIECKOTO cTaTyca OOJbHOTO
¥ MOTYT BKJIIOYAThb TPOBEICHUE MOJMXUMHUOTEePAInH,
JIy4eBOM Tepammmy, XUPYPIMUECKOro BMEIIATeIbCTBA
(BIUTOTH O BBIMIOJIHCHMSI TPaHCIUIAHTALIMM TICYCHU)
[5, 16]. Bosee Moonoit Bo3pacTt maneHToB ¢ 4S cragnei
(MeHee 4 Heme b HA MOMEHT ITOCTAHOBKM IMArHO3a) Tpe-
OyeT O0Jiee B3BCIICHHOTO TTOIX0a, TaK KaK JaHHasl TPYII-
ma OOJBHBIX MMEET XYAIIMI IIPOTHO3 3a CYET BBIpaXKeH-
Hoctu KYC (pecnupaTopHOi HEAOCTATOYHOCTU U AP.),
00YCJIOBJIEHHBIX MACCUBHOI renatomMeranueit [17].

Cnenyetr otmetuTh, uro KYC y yacTu HauKMeHTOB
MOTYT OBITb OOYCJIOBJIEHBI HE TremaToMmeraiveil, a KoMm-
MPECCUOHHBIMUA BO3ACUCTBUSIMU TMEPBUYHON OITyXOJIH,
TaKMMU KaK KOMIIpeccusi MoYeTouHuKa. B aToM ciryuae
kynupoBaHue KYC MoXeT ObITh JOCTUTHYTO HE TOJBKO
MpU TIPOBEACHUM MOJUXUMUOTEPAIIMHU, HO U MyTeM BbI-
MOJIHEHUSI XUPYPrMYeCKOro BMeIaTeIbCTRa.

TakTuka BeneHus naueHToB ¢ 4S crangueii Hb omnpe-
JeasieTcsl MyTeM MEXIUCHUIUIMHAPHOTO OOCYXXACHUS
C yyacTHheM JETCKMX OHKOJIOTOB, PEHI€HOJIOTOB, IETCKMX
XUPYPrOB U Jy4eBbIX TepaneBTOB. OmHAKO, yYUTbIBas
BO3PACTHOM KOHTMHIEHT OOJIbHBIX, OCOOCHHO KOTOpTY
JIETEW TIEPBBIX MECALIEB XU3HU, KpaliHE BaXKHBIM SBJISI-
eTcs coOJoaeHue cOajJlaHCMPOBAHHOIO IIOAXOda, Ha-
MpaBJIEHHOTO, C OHOM CTOPOHBI, Ha KyrupoBaHue KYC,
C Ipyroi, — Ha UCKJII0YeHWEe HEOOOCHOBAHHBIX TepareB-
TUYECKUX O, KOTOPHIE MOTYT 00JIafaTh BEIPAKEHHBI -
MU OTHAJICHHBIMH MOCJICACTBUSIMHU.

JuHaMmiecKoe HaOIroneHre 3a ITalrueHTamMu ¢ 4S cra-
nueit Hb cTtponTtcst Ha co3maHny MHINBUAYAIbHOTO TIa-
Ha W 3aBHCHUT OT KIMHUYECKOU KapTHUHBI 3a00JIeBaHU,
pacmpoCTPAaHEHHOCTU OIYyXOJIEBOrO Mpolecca U oobema
MIPOBEICHHOTO JICUCHUS.

Takum 06pazom, IS MALIUEHTOB CO CTOJIb FE€TEPOTreH-
HO¥ oryxoJiblo, Kak 4S ctaaus HB, BaxHy0 poJib B yayd-
IIEHUU Pe3yJbTaTOB BbIKMBAEMOCTU WrPalOT CO3JaHUE
MYJBTUAUCIUTIMHAPHOW KOMAaH/IbI CIIEIIUATUCTOB U BbI-
paboTka aaropuT™Ma o0caea0BaHUS U BEICHUSI.
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fNo6po ana fQo6pbiHu unu ucmopud 6opbbbl cembu JaHUNUHBIX

«Kaxmplii pa3, korna s 6biBato B MockBe, g cTapaioch
MpUE3kKaTh B KJIIMHUKY JJIS TOTO, YTOOHKI ellle pa3 modiia-
rolapuTh Bpayei 3a TO, UTO MOW ChbIH XXUB U 3[10POB», —
C 9TUX CJIOB Havajcs pa3roBop ¢ TarbsiHOU BaneHTUHOB-
Hoit JlTaHUJIMHOM, MaMOli MajbuMKa, KOTOPBIA TepeHec
OHKOJIOTUYECKOe 3a00JIeBaHUE.

CeMbs JITaHWIMHBIX — MPOCTasi MHOTOAETHASI CEMbSI,
npoxuBarolas B craHule [MarnHckas Pecryonuku Aabl-
res. [N1aBa cemeiictBa — Asnekceit UBaHOBUY, aaBOKAT MO
rpaxaaHckuM nenaaM. Ero cympyra — TatbsiHa BaneHTu-
HOBHa, gomoxo3ssiika. B ¢espane 2012 . B cembe JlaHu-
JIMHBIX OBLTIO YK€ Tpoe aeTeil — ctapiuas gqoub ama (14
JIeT), cpeaHuit chiH danuun (4 rona) u Maaaiuii ceiH J1o-
OPBIHST, KOTOPOMY UCTIOJTHUIOCH BCEro 6 MeCsILIEB.

«J100pbIHS 3a00J1€71 OYeHb HeoXuaaHHO. I MOMHIO
3TOT AeHb — 6 deBpansa 2012 . U korma Mbl 06paTHIUCH
B OOJIBHUILY Halllero ropoa, HaM J0JIT0 HE MOTJIX MOoCTa-
BUTb JUarHo3», — BcoMuHaeT TaTbsiHa BajeHTUHOBHa.

InaBa cembu JlaHunuHbIX, Anekceit UBaHOBUY, TpU-
HSUJT pelIeHue 00paTUThCs B KIIMHUKA MOCKBBI 715 CIla-
cenus cbiHa. Crrenmanuetsl @HKIL ITOU M. IMutpus
PoraueBa OTKJIMKHYIUCHh U MPUHSUIU PEILIEHUE O TOCIU-
Tanu3auuu Majapuuka. [locie oOcnemoBaHus pebGeHKa
ObLIT YCTAHOBJIEH JUArHO3 «3JI0Ka4eCTBEHHAs1 pabaouaHas
OITyXOJIb ITIEYEHU».

«4] OblIa HACTpOEHA Ha JIeYeHUE U TSKETylo 00pbOy
¢ OoJie3Hblo, nocJje pasroBopa co CernaHoii Padasies-
Hoit (BapdomomeeBoit — npum. ped.) s1 odpea yBepeH-
HOCTb B TOM, YTO BCE€ Bpauyu KJIMHUKU OymyT OOPOThCS 3a
KW3Hb U 3[I0POBbE MOEro pedeHKa BMECTe CO MHOW», —
paccka3zana TatbsiHa BaleHTMHOBHA.

JloOpbiHEe OBLIO BBIMOIHEHO 5 OJOKOB XMMUOTEPAUU
U MPOBOAWINCH MOCTOSIHHBIE 00caenoBanusl. TatebsiHa Ba-
JICHTUHOBHA CTapajlaCh HE TepsITb MO3UTUBHOTO HACTPOS,
0011asICh C PONUTENIIMU IPYTUX JETel, OHA XOTeJa MoIIep-
XaTh UX U TMOMAEIUTHCS CBOEW MOJIOXUTEIbHON SHEPreTU-
Koii. Xopoliee HaCTPOEHUE U MO3UTHUBHBIE SMOLIMU TTOMO-
rajii MaJIbIITY MYXECTBEHHO MEPEHOCUTD TSXKEJI0e JIeUeHHE.

B Mae 2012 r. 6110 OPUHATO pellleHue 00 yaaieHuu
OITyXOJIA XUPYPTUUECKUM ITyTEM.

Xupypr Poccuiickoro Hay4yHOTO ILEHTpa XUPYpPruu
uM. akan. b.B. INerposckoro (PHIIX) — a1.Mm.H., npodec-
cop Dnyapn PenukcoBudy KM mpoBes CIIOXHYIO orepa-
LIMIO TI0 pe3eKU UM MevyeHu. Tam e mpucyTCTBOBaJ Bpauy
oTmejieHUsT KimHudeckoil onkojornn OHKIL ATOUN
uMm. [Imutpust PoraueBa Poman AnekceeBruy MourceeHKo.
OmnyxoJib ObLIa YCTIELITHO YAaJIeHa, U BCe, YTO OCTAIOCh OT
opraHa, — 3TO «KYJbTS TleueHu pazmepoM 22 % OT mpex-
Hero oobemar.

«9T0 OBbLJIa HE TOJBKO yaauHas onepaius, HO U OJUH
U3 MIEPBBIX NALMEHTOB, C KOTOPOTO HAYajaoCh COTPYIAHU-
yectBo @HKII ATOU um. Imutpust Porauesa m PHIIX.

Y Hac KaXblii BBI3JIOPOBEBINNIT PEOCHOK SIBIISIETCS T10-
JapKOM CyIbOBI, paJii 3TOTO MBI M XKMBEM», — paccKaszal
Ham Onyapa PenukcoBua Kum.

OYHYBIINCH MMOCTIE HAPKO3a W IIPUIS B ce0s, MaJIeHb-
kuii JIOOpBIHS IPOM3HEC TIEPBOE CIIOBO «MaMa».

Ilpoiing Henerkuil mocCieonepalOHHbINA TMEePUO/,
JloOpbIHSI cO CBoeil MaMoli cHoBa okazanuch B LleHTpe
uMeHu JIumel Porauesa, rie MajbuMKy ObLIO MPOBEAEHO
3 610Ka xuMmuoTepanuu, U B oktsaope 2012 r. [JoOpbiHs
BBIMKUCAJICS JOMOU YK€ CBOOOIHBIM OT OITyX0JIEBOTO MPO-
1ecca. 9to Obula HacTosasg nobdena!

Homa, B Aipiree, JedeHue MajburKa ObUIO MPOJ0JIKE-
HO TIyTeM TIpreMa JIeKapCTBEeHHBIX MpernapaToB U Jieueo-
Horo nuTtaHus. s nompepxkaHuss UMMyHUTETa TaTbsiHe
BaneHTuHOBHE Bpauud pPEKOMEHAOBAJIN IO BO3MOXHO-
CTH KaK MOXHO JOJIbIIIe JOKapMIuBaTh JIOOPBIHIO TPy/I-
HbIM MoJIOKOM. B 3TOoT MOMeHT TarbsiHa BaneHTMHOBHaA
u Anekceil MIBaHOBWY 3alyMaiiCh O POXIEHUU YeTBep-
Toro pedeHka, u yxke 1 aBrycra 2013 1. B cembe JlaHuau-
HBIX TIOSIBUJIACh Ha CBET JIEBOYKA.

«Mumaguiyto 1oyb Mbl XOTeau Ha3BaTh CBeTjaHa —
B yectb CBernanbl PacdasneBHbl BapdonaomeeBoii, HO
BCe-TaKH IMOCJjie pa3roBopa ¢ Hell pelIiv MOoCcaen0BaTh ee
COBETY M TaK KaK BCE MMEHA HalllMX JeTeil HauMHAIOTCs
¢ OYKBHI «/I», TO M UM U MJTaIIIeid JEBOYKY PEIIVIIN
BBIOpAaTh M3 WMEH, HAaUMHAIOIIMXCS Ha 3Ty OYKBY», —
BcriomuHaeT TaTbssHa BajieHTHHOBHA. [leBOUYKY Ha3Balu
JunaHoit.

Masnenbkuii J1oObpbIHS npuesxail B MockBy Ha o0cie-
JnoBaHUS cHavasa | pa3 B 3 mecsiiia, 3aTteM | pa3 B mosirona
U TETepb eMy HY>XHO 00cyienoBaThes 1 pas B rof.

B 2016 . crapimas go4b Gosblioit ceMbu JlaHwiu-
Heix — [apbs (18 netr) — noctynuia Ha WOPUAAYECKUN
dakyapTeT B ONUH U3 yHUBepcuTeToB KpacHomapa, oHa
MeuTaeT CTaThb MEAULIMHCKUM topucToM. Januui (8 ier)
YCHEUIHO YYUTCS BO BTOpoM kiacce. Masbiiin JloOpbIHS
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JNETCKOU

HOAro

(eMy ceifyac MCTMOJIHUIOCH 5 JIET) XOOMUT B AETCKUN ca,
B CeMbe €T0 Ha3hIBAIOT «YMHSIIIIKA» VI «3HacuKa». Mian-
et moueHbKe Jnane HemaBHO UCTTOTHUIIOCH 3 TOMKA.

Mama u 1ana o4eHb JIIOOSIT CBOMX JIETeil M TOTOBBI
JIapUTh CBOIO JIIOOOBb M TEIUIO €llle W JPYTUM JETKaM.
B Hacrosiiiee Bpemst [JaHWJIMHBI XOTSAT YCHIHOBUTD JIBO-
ux geteit — Mamry (4 roga) u Cauy (5 1eT) — oHu OpaT
U CecTpa, U T0Ka 3TU JIeTU HaxoadaTcs y JlaHUIMHBIX Ha
MaTpoOHATHOM BOCITUTAHWU.

JlaHWJIMHBI cCaMU TIOCTPOVJIA OOJIBIIION TOM W TETLIU -
y. CeMbs B JaJIbHEHIIIEM X04eT OTKPBITh CBOE (hepMep-
CKOE€ XO3SHCTBO, B KOTOPOM TUTAHUPYIOT Pa3BOIUTH ajlh-
MUACKUX U HYOUCKUX KO3, a TAKXKe MEpernesiokK.

TatbsiHa BajieHTMHOBHA 1O CHX TIOp TOANECPXKUBACT
KOHTAaKT C POAMTENISIMU JIETeii, KOTOPble HAXOAWINCH BMe-
cre ¢ Heit u Jlooperaeit B @HKI ATOU um. Imutpus Po-
radeBa. OHM YaCcTO BCITIOMWHAIOT Bpaydeil, KOTOPhIE JIeU-
ym ux aereit. [Tpoiins yepe3 Takue UCTIBITAaHUS, ITH JIIOAN
PEIIIA HE OCTAaBaThCsl B CTOPOHE W TIOMOTAIOT CEMBSIM C
JIETbMU, OOJIBHBIMUA OHKOJIOTUMECKUMU 3a00JIeBAaHUSIMMU.
CrtaB BOJIOHTEpaMU, OHM HAyYWJIWChH BSI3aTh, BBIIIMBATD,
JIeNIaTh KaK1e-TO TIOJeJIKM CBOMMU pyKaMu. JIeHbI'M, BbI-
PYYEHHbBIC OT TIPOIAKM CO3MAaHHBIX MU Belllel, OHMU Ha-
MPaBJISIIOT B O1aroTBopuTeibHbBIN (o «ITomapu ZKusHb».

«4l ouenb Gmaromapna [denucy HOpeeBuuy KauyaHoBy,
Cgetiiane PadasneBHe BapdonsomeeBoil, Pomany Anek-
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ceeBuuy Mouceenko u lOnum BnagumupoBHe [1oOpbI-
HUHOH 3a MX Npo(eCcCUOHAIN3M U BHUMaHUE K MOEMY
pebeHky. Korga s1 cMOTpIo Ha CBOEro ChblHa, s HE MOTY
clepXKaTh cjie3 pagoCTU OT TOrO, YTO OH XXKUB U 3A0POB.
A xouy mnoxenats Bcem Bpadam DOHKI[ JTOU wuwm.
Hmutpus PorayeBa, 4yTOObI MX MaJIeHbKME TAllMEHTHI
W UX POAUTENN UMETU TOJBKO MO3UTUBHBIN HACTPOW Ha
BBI3IOPOBJIEHUE», — roBopuUT TaTbsiHa BaneHTHHOBHa
HaHunuHa.

Henuc KOpbeBuu KauaHoB, 3aBeyIOLINIA OTAEIEHUEM
KJIMHUYECKON OHKOJIOTMU, I0OpbIHIO 3alIOMHIJI IO pa3-
HBIM IpUYMHAM. «Bo-mepBbIX, 3TO ObLT MEPBLIA cyvyait
3JI0KaYECTBEHHOW pabIOMIHON OITyXOJr MEYEHU B MOEH
KJIMHUYECKON MpakTuke. Bo-BTOpPBIX, ¢ 3TOro HabII0/€e-
HUS HayaJach IJIOAOTBOPHAsI U MPOBOAMMAST JO CETo/-
HSIIIHETO HSI COBMECTHasl paboTa CreluajiucToB 2 ge-
JiepaJibHbIX LIEHTPOB B 00J1aCTU OKa3aHUS TIOMOIIU AETSIM
CO 3JI0KaYeCTBEHHBIMM 3a00JIeBaHUSIMM TleueHU. Takxke
yXe Ha MPOTSKeHWUM MHOTMX JIET IJIsI MEHsl SIBJISIETCS
MPUMEPOM KM3HEHHAsl CHJIa U CTOMKOCTb MaMbl J{0OpbI-
HHU, KOTOpasl C caMOro Hayajia JiedeHusl, Koraa IaHChl Ha
M3JIeyeHre Ka3aJuch NUTI030pHBIMHU, OblJIa HACTPOEHA Ha
MO3UTUBHBIN JIaJ 1 3apsiKajia CBOMM MO3UTUBU3MOM BCEX
okpyxatomux. Poib poaurteneit 60JbHOro pedeHkKa, Ubs
HerokoJieOruMas Bepa B ycrex uajiedyeHus ToMora rmooo-
pPOTb CTpaLIHbIN HEAYT, OTPOMHa».
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Wihopmauuga onda asmopos

YBamaemblie konneru!

Mpun odopmnenun crateir, HanpaBnAaembIX B «Poccuitckuii xypHan
[eTCKOI remaTonoruu N OHKONOrMW», CnepyeT pyKkoBoACTBOBATbCA
06HOB/IEHHbIMM NpaBUNaMu:

1. (TaTbs JOMKHA ObITb NPe/CTaBNEHa B INEKTPOHHOM BZe (B OTAENb-
HbIX daiinax: TeKCT CTaTb CO CIMCKOM NIUTEPATYpbl, TaBANLI, rpaduKiA, pUcyH-
K, NOANMCU K PUCYHKAM, Pe3ome).

Lpudt — Times New Roman, 14 nyHKToB, yepe3 1,5 uHTepBana. Bee ctpa-
HULbI OMKHbI ObITb MPOHYMEPOBaHbI.

2. Ha nepBoii cTpaHuLie JOMKHO ObITb YKa3aHo: Ha3BaHMe CTaTb, UHILN-
anbl 1 GamMunum Bcex aBTOPOB, NOSHOE Ha3BaHMe YupeXxaeHNa (yupex aeHunii),
B KOTOpOM (KOTOpbIX) BbIMONHEHA PaboTa, ero (11x) MONHbIN aZpec ¢ yKazaHuem
NHAEKCa.

0653aTeNbHO YKa3bIBAETCA, B KAKOM yupeXAeHun paboTaeT Kaxablil
113 aBTOPOB.

(taTbA foMKHA OblTb MoANMCaHa BcemMu aBTopamu. B KoHue cTaTbi
JOMKHbI ObITb 00A3aTeNbHO yka3aHbl KOHTaKTHbIe TenedoHbl, paboumii
appec C yKasaHueMm MHAEKca, GaKc, agpec 3NeKTPOHHOI nouTbl U da-
MUNUA, UMS, 0TYECTBO NMONHOCTbIO, 3aHMMaeMasn JOMKHOCTD, yueHas
cTeneHb, yueHoe 3BaHue aBTopa (aBTOPOB), C KOTOPbIM pefakuma byner
BECTY NEPEMNUCKY.

3. 06bem cTaTeil: opurnHanbHas CTatba — He 6onee 12 CTpaHuL; onnca-
Hue OTAeNbHbIX HAbNIAEHMIA, 3aMeTKN U3 NPAKTUKN — He bonee 5 CTpaHuL;
0630p nuTepatypbl — He Gonee 20 CTpaHuL; KpaTKie o06LIEHMA 1 NUCbMA
B peflaKLumio — 3 CTpaHuLbl.

CTpyKTypa OpurMHanbHoil CTaTby: BBeJeHIe, MaTepuanbl 1 MeToAbI,
pe3ynbTaTbl UCCeZ0BAHNA U UX 00CYX/eHNE, 3aKNtoueHIe (BbIBOADI).

K ctatbam 2omxHO 6bITb NPUN0OKEHO pestome Ha pycckom A3bike, 0Tpa-
XaloLuee coepaHue paboTbl, C Ha3BaHMEM CTaTbi, GaMUANAMY U UHULMANA-
M1 aBTOPOB, Ha3BaHUeM YupeXaeHWii; A OpUTMHaNbHbBIX CTaTeil — CTPYKTY-
pUpoOBaHHOe pe3tome (BBEAEHME, MaTepuanbl 1 METOAbI, Pe3ynbrathl U T.[.).
06bem pesiome — 1500—5000 3HakoB ¢ npobenamu. KonuuecTeo KntoueBbIx
0B [0/KHO cocTaBnAaTb ot 10 go 50.

4. inniocTpaTuBHbIA MaTepuan.
« DoTorpadun JomKHbI ObITb KOHTPACTHBIMY; PUCYHKI, PadUKK U Auarpam-
Mbl — YeTKUMI.
- DoTorpaduu npeCTaBAAKTCA B OPUTMHANE WA B SNEKTPOHHOM BIe B dop-
marte TIFF, JPG, CMYK ¢ pa3peluenuem He meHee 300 dpi (Touek Ha Atoiim).
« [padukm, cxembl 1 pucyHKI JOMKHbI ObITb NpeacTaBneHbl B dopmate EPS
Adobe lllustrator 7.0-10.0. Mpu HeBO3MOXHOCTU NpeAcTaBneHua aiinoB
B JaHHOM opmaTe He0OXOAUMO (BA3ATHCA € pefakLmeit.
« Bce pucyHKn LOmKHbI ObITb NPOHYMEPOBaHbI 1 CHabXeHbl NOAPUCYHOUHBIMM
noanucamu. MOANNCA K pUCYHKaM JaKTCA Ha 0TAENbHOM nucTe. Ha pucyHKe ykasbl-
BAKOTCA «BEPX» U «HU3»; PparMeHTbl PUCyHKa 0003HAYAIOTCA CTPOUHBIMM ByKBaMU
pycckoro andiaButa — «a», «6» 1 T.4. Bce cokpaLuenma 1 0603HaueHus, ncnonb3o-
BaHHbIe Ha PUCYHKe, LOMKHbI ObITb paciLndpoBaHbl B MOAPVCYHOUHOI NOANMUCH.

« Bce Tabnuubl JOMmKHbI ObITb NPOHYMEPOBaHbI, UMeTb Ha3BaHue. Bce cokpa-
LLIEHNA PaCINdPOBbIBAIOTCA B NPUMEUAHNIA K TabnuLe.

« (CINKN Ha TabaNLbI, PUCYHKM U ApYrve WANIOCTPATUBHbBIE MaTepuanbl npu-
BOAATCA B HAZANEXALLMX MECTaX N0 TEKCTY CTaTby B KPYrbIX CKOOKaX, a ux pac-
MONOXEHMeE YKa3bIBAETCA aBTOPOM B BU€ KBApaTa Ha NOMAX CTaTby CNeBa.

5. EanHuubl n3mepennii gatotca B CU.

Bce cokpatueqns (abbpeBuatypbl) B TeKCTe CTaTbi JOMKHbI 6bITb NONHO-
CTblo paciundpoBaHbl Npu nepsom ynotpebnenun. cnonb3oBaHue HeobLue-
MPUHATBIX COKPALLEHMI He OMYCKAeTCA.

Ha3BaHue reHoB MULIETCA KypcMBOM, Ha3BaHWe OENKOB — 0ObIYHbIM
wpndtom.

6. K ctatbe pomkeH 6biTb MPUNOXKEH CNUCOK LMTUPYeMOil nTepaTypbl,
odopmneHHblii cnegyrowwum 06pazom:

« CMUCOK CCbINOK MPUBOAUTCA B MOpAAKe LUTUPOBaHMA. Bce nctounnku
LOMKHbI ObITb NPOHYMEPOBaHbI, @ MX HyMepauna — CTPOro COOTBETCTBOBATL
Hymepauuu B TeKcTe (TaTbit. (CbINKN Ha HeonybnMKoBaHHbIe paboTbl He Jo-
MycKaloTCA.

« [InA Kaxz0ro MCTOYHMKA HeOOXOAMMO YKa3aTb: GaMIANI U MHULMAnNbI aBTo-
poB (ecnn aBTOPOB 6onee 4, yka3blBalOTCA NepBble 3 aBTOPa, 3aTeM CTaBUTCA
« fp.» B pycckom unn «et al.» — B aHMNIACKOM TeKCTe).

« [pu ccbinke Ha cmMameu U3 XyPHANO06 YKa3biBAOT TaKkXKe Ha3BaHMe CTaTbi;
Ha3BaHue XypHana, o, ToM, HOMep BbIMycka, CTPaHMLbl.

« Mpn ccbinke Ha MOHO2paghuu yKa3biBaIOT TaKKe NOMHOE Ha3BaHMe KHUTH,
MeCTO M3[aHWs, Ha3BaHWe U34aTeNbCTBa, Fo4 U3JaHuA.

« Mpn ccoinke Ha asmopeghepamol fyccepTaLmil YKa3blBAKT Takxke MOSHOE
Ha3BaHue paboTbl, JOKTOPCKaA WK KaHAMAATCKAA, TOf 1 MeCTO U3JaHuA.

« [pu ccoinke Ha OaHHeble, nosy4eHHble u3 MHmMepHema, yKa3blBatT INeKT-
POHHbIIl 3ipeC LUTUPYeMOro UCTOUHUKA.

« Bce ccbinku Ha nuTepaTypHble MCTOYHMKN NeyaTatoTca apabckumin uudpamu
B KBajIpaTHbIX cKo6Kax (Hanpumep, [5]).

« KonnuectBo LuTupyembix paboT: B OpUrMHaNbHbIX CTaTbAX XeaTesibHO He 60-
nee 2025 NCTOYHMKOB, B 0630pax uTepaTypbl — He 6onee 60.

7. MpeactaBneHune B pefakumio paHee ony6nnKoBaHHbIX CTaTeil He Jo-
MycKaeTca.

8. Bce cTaTby, B TOM UMCNie NOATOTOBAEHHbIE ACNMPAHTaMV U COUCKaTena-

M yquon CTeNeHu KaHanaaTa Hayk no pesynbratam C0OCTBEHHBIX UCCIE0BaA-
HWiA, MPUHUMAIOTCA K neyatu becnnatHo.

(TaTbM, He COOTBETCTBYIOLME [AHHbIM Tpe6GoBaHUAM, K pac-
CMOTPEHUI0 He MPUHNMAIOTCA.

Bce noctynarowue craTbi peLieH3upyoTCs.

MpucnanHble maTepuanbl 06paTHO He BO3BPALLAKOTCA.

Pepakuua octaBnsAeT 3a co6oii NpaBo Ha pefaKTMpoBaHue CTa-
Teil, NpeAicTaBNeHHbIX K ny6nukawuu.

ABTOpbl MOTyT Npucbinath cBoN Matepuanbl no aapecy: 117198,
Poccua, MockBa, yn. Camopbi Mawena, 1, c nometkoii «[ina HOAM0» unu
Ha 3NeKTPOHHbIII appec nodgo@yandex.ru ¢ 0643aTenbHbIM YKa3aHU-
€M Ha3BaHuA XypHana.
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MopokTokor anba

PernctpaumoHHbin Homep: JIM-002015 o1 26.02.2013

ToproBoe Ha3BaHue npenapaTta: OktodakTop. MHH: mopokTokor anbda.

JlekapcTBeHHas popma: Jinopunmsat ang npuroToBneHmUs pactBopa
NS BHYTPMBEHHOrO BBEAEHWS.

1 ®JTAKOH C MPEMAPATOM COLEPXWT:

AKTUBHOE BeLLEeCTBO:
250ME 500 ME 1000 ME 2000 ME
MOPOKTOKOT afibta

BcnomoratenbHble BelecTBa, Mr:

HaTpwA xnopua (Eur. Ph.) 36,00
caxaposa (Eur. Ph.) 12,00
ructnavH (Eur. Ph.) 6,00
Kanbuma xnopuna (Eur. Ph.) 1,00
nonokcamep 407 (Eur. Ph.) 0,40

1 dnakoH ¢ pacTBOPUTENEM COLEPXKUT:

HaTpus xnopuaa pactsop 0,9 % Ang MHbeKUUA — 5 M.
MapmakoTepaneBTUYeckas rpynna: lemoctaTyeckoe CpefcTso.
Kopn ATX: BO2BD02

OnucaHue: AMopdHas Macca oT 6enoro 1o 6enoro co cnerka
KeTOBATLIM OTTEHKOM LIBETA.

XapakTepucTvKa npenapara:

AKTMBHOE BeLLEeCTBO npenapata - pPeKOMOWHAHTHbIV hakTop
cBepTbiBaHMA KpoBu VIII ¢ yaaneHHsIM B-gomeHoM (MopokTokor
anb®a) NpeacTaBnseT cobom rMUKoONpPoOTenH C MONeKyspHON
Maccon okono 165 000 fanstoH. PeKoMOMHAHTHBIV hakTop
cBepTbIBaHMsA Kposu VIII npoayumpyetcs MOAUMULNPOBAHHOM
NINHWEN KNeToK SUYHNKOB KMTamckoro xomsayka CHO 2H5,
NONy4eHHOW TpaHCMeKLUMen KNETOK SNYHMKOB KUTAMCKOro XOMsYKa
1 BbILENSETCA C UCNONb30BaHWEM TEXHONOMIN PEKOMOVHAHTHOM
[HK.

[MokasaHus K NpUMeHeHNo:

JleveHne 1 npounakTKa KPOBOTEYEHNI Y NALIMEHTOB C
remMocbunven A (BpOXAEHHOM HEAOCTATOYHOCTbIO (bakTopa
cBépTbiBaHMA KpoBu VIII) B Bo3pacTe 18 net 1 cTaplue.
MpumedaHye: npenapaT OKTOMaKTOP He COQEPXUT hakTop
Bunnebpanga, no3ToMy He nokasaH Ans nevexuns Gonesxn
BunnebpaHpa.

MpoTMBOMNOKa3aHWs:

MoBbIWeHHas YyBCTBUTENBHOCTb K Benkam XOMAYKOB, a Takxe
HEenepeHoCMMOCTb J1I00O0ro 13 KOMMOHEHTOB, BXOASLLMX B COCTaB
npenapara. Bospact mnaguue 18 net (onbIT NpUMeHeHNs OTCyTCTBYET).

0N NONYYEHUA BONEE NOAPOBHON MHOOPMALM O3HA-
KOMBTECH C MONHOW MHCTPYKUMEM MO MEAULIMHCKOMY
MPUMEHEHWIO MPEMAPATA. MATEPUAN MPEAHA3HAYEH

A5 CNELMATTNCTOB 3[JPABOOXPAHEHNA.

AO «TEHEPWYM», . Mocksa, yn. Tectosckas, 4. 10, odnc 726
Ten./cakc:+7(495) 988-47-94.
www.generium.ru



