P OCCI/IﬁCKI/Iﬁ eKeKBapTaJIbHbIN ) I I I I ‘I I I I ‘

YKypuan DeneHSHpYeMBIH s me z7’)
JIETCKOIA 201
['EMATOJIOI'NA

1 OHKOJIOTUU S

7 h Onnann-Bepcus xypHana: http://journal.nodgo.org

) I | 2 4
2 O B HOMEPE:
a Q 0 Tema HOMepa: HeOHaTa/JIbHAA

remMaToJIOIruAa-OHKOJIOTUA

S Y
\d
¢ “Q

KimmHnyeckue peKoMeHZaluu

Q KimHuunyeckue HaOMI0eHUA

Y CTydau M3 MIPAaKTUKUA

HoBocTu Halrero coo0iiecrsa

®

v

®oTo Kk MaTepuanty U3 pyopuku
«Hama ncropusa»

HAUMOHAJIBHOE OBWECTBO
OETCKUX TEMATOJIOTOB K OHKOJTOTIOB

| l{Hoaro




OTBETCTBEHHbIV B3rNA/
HA MEOWUNHCKOE OBECTIEMEHWE CTPAHDI

Mbl pa3pabaTbiBaeM, MPOU3BOAUM 1 NOCTaBASIEM
NleKapCTBEHHbIE CPeAcTBa ANSt HYXJ, OTpacan 34paBooxpa -
HeHUs 1 0becrneveHUs NbroTHbIX KaTeropuii rpaXzan,
BKJ/IFOYAs BbICOKO3aTPaTHbIE HO30/10T M.

YuacTByeMm B peann3auum CoumanbHO 3HaYMMBbIX MPorpamMm
Mo NpopuNaKTUKE N SIeYEHNIO OHKONOTNYECKIX,
rematonornyeckunx sabonesaHuii, gnabeta, Tybepkynesa,
renatuta A n B, BUY-nHpekuymn.

AccopTMMeHT KOMNaHUN HacunTbiBaeT 6onee 12 000
HanMeHoBaHui J1IC, UMH n MO.

MpeaocTaBaseM NOHbIA KOMMAEKC NOrUCTUYECKIX
N CKNAACKUX yCayr ana apMaueBTUYeCcKux NponssojuTene,
ANCTPUOBIOTOPOB U anTeYHbIX CeTel.

OcywiecTBAsieM CBOKO AeATeNbHOCTb Ha BCE TeppUTOPUM
Poccuiickon Degepaumn.

Ten.:+7 (495) 800-77-87
WWW.irwin2.ru




C 2014 ropa «Poccuitckuit XypHan AeTCKOM remMartonoruu
M OHKOJIOrMKU» BKNtoYeH B HayuHylo anekTpoHHylo 6ubnuoteky
n Poccuitckuit nupekc HayyHoro uutuposanus (PUHL), umeer
MMNAKT-pakTop.

C 2015 ropa xypHan 3apernctpupoeaH B CrossRef, sce cratsu

6yAyT NPOMHAEKCMPOBAHBI C MOMOLLbIO LMPPOBOro UAEHTUDH-
katopa DOI.

C 2015 ropa snekTpoHHQas Bepcus XypHana npepacTasneHa
B BEQYLMX POCCMMUCKMX U MUPOBBIX 3N1IEKTPOHHbIX 6MbnunoTekax,

B ToM yncne EBSCO.

C 2017 ropa xypHan ekniodeH B [lepedyeHb Bepywmx
peLeH3UpyeMbIX HaY4HbIX XYPHANOB, B KOTOPbIX NyBnukytoTes
OCHOBHble HAY4YHble Pe3ynbTAThl AUCCEPTALMI HO COMCKAHME
Y4€HOM CTeneHU JOKTOPA U KAHAMAATA HAYK.
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Om pegakyuu

s IETCKOU

BCTYNUTEJIbHOE CJIOBO NTABHOI0 PEAARTOPA
B

C mioHA 2017 1. Halw KypHan BKoueH B [lepeudeHb BedylMX pPeLEeH3VPYeMbIX HaydHbIX »YPHAs0B,
B KOTOPbIX MYONMKYIOTCA OCHOBHbBIE HayuHble pe3ynbTaThl AMCCEPTaLM Ha COMCKaHMe YYeHOW CTemneHu
JIOKTOPa W KaHaMaaTa Hayk. M 3To Halwe obuiee focTkeHne! Ho Mbl He 0CTaHaBAMBaEMCA Ha JOCTUMHYTOM
1 Tenepb OXmaaeM of0bpeHUs Hallel 3anBKM Ha BxoxaeHne B SCOPUS. B cBa3n ¢ 3T1M (ans COOTBETCTBYSA
TpebosaHuam SCOPUS) Mbl C AaHHOTO HOMepa MeHsAeM CTPYKTYPY M3AaHVIs — Ha MePBbIX CTPaHWLAX Halero
KypHana oyayT nyonnKoBaTbCs NEKLMM, OPUMMHAMbHbIE NCCRefoBaHs 1 0630pPbl, a 3aTemM pybpuKa «[locTeps,
HOBOCTU Halllero coobLecTBa 1 Apyre matepuansi.

Hoporune untarenn!

o101 Homep PXIAMMO nocsAweH BOMpOCam HEOHATaNbHOW  reMaToNorMmnm-OHKONOKY, HOBOMY
YHWKaNbHOMY pa3feny MeamUWHbl, KOTOPbIM CEerofjHA MPMKOBbIBAET BCe OOJbliee BHUMAHVE Bpadeln
n nccneposatenein! B HacToAWmMI MOMEHT AVHAMUYECKM U3MEHAETCA CUTYaLMA C OKa3aHWeM MeaULIMHCKOW
MOMOLLM HOBOPOXKAEHHbBIM, BCE 3a YeM MOATATVBAIOTCA U APYre CONPAXKEHHbIe C STUM ANCLUMINHDI,
B YaCTHOCTW HeOHaTaslbHasA OHKOMOINA. B KOMaHAy CNeLmanicToB, OKasbiBaloLWMX NOMOLLb M1aaeHLaMm
C remMaTonorvyecknmy 1 OHKOMOrMYeckUmn 3aboneBaHuaMY, CerofHsa BK/OYEHbl HEOHATOMOoMM,
HYTpUUMONOr 1 Apyrve Bpayv. B rpynne pgeter nepBOro rofda »M3HM CaMbll BbICOKWIM MOKasaTenb
3aboneBaemocT B Nnepunope aetctea — 20-25 cnyuvaes Ha 100 ThiC. AeTer COOTBETCTBYIOLErO BO3PACT],
B Honee CTaplem BO3pacTe OH COCTaBAAeT NpuMepHO 14 cnydyaes Ha 100 ThiC. AeTelt.

310KaYeCcTBEHHblE HOBOOOPA30BaHNA Y AETEN NMePBOro rOa }M3HM — 3TO He TONbKO YHWKabHasA rpynna
3300MeBaHWI C TOUKN 3peHUsa SNUAEMUONOMN U AVATHOCTUKK, HO U CAMOTO TeUeHNA Heayra — OMnyXosb
MOET ObITb KaK KpaiHe 310KaueCTBeHHOM (Hanpurmvep, MiafieHuYecKre NerKko3bl, TpebytoLne HemeaneHHoro
pelleHns BOMNpoca 06 WHTEHCMBHOW XMMMOTEPanUM W TpaHCIaHTaUuK), Tak v UMeTb TeHAeHLMo
K paspelleHuio 6e3 nevyeHus (Hanpumep, nauueHTbl ¢ Herpobnactomon cTagum 4S). OaHako aake
[0OpOKaUeCTBEHHbIE OMYyXOMW MOTYT UMETb TParnyHbIA MCXO[ B CBA3W C aHATOMUUYECKMM PACMONOXEHMEM
HOBOOOPA30BaHMA, PA3BUTUEM KU3HEYTPOXKAIOWIMX OCIIOKHEHWI, HE3PENOCTbIO OpraHn3Ma pebeHKa.
Kpome Toro, nevueHue Takmnx naLnmeHToB HEBO3MOXKHO 6e3 BOBeUeHMs B MPOoLIecC MyNbTUAUCUMMIMHAPHOM
KOMaHAbl. VIMeHHo no3ToMy Mbl paboTaem BMeCTe C HeoHaTONoraMM M3 KOMaHAbl aKafemuka
PAH H.H. BonoauHa, xvpypramu nom pykoBoACTBOM K.M.H. H.C. [pauéBa, OHKONOramMy Nofa pyKOBOACTBOM
AMH. [0, KauaHoBa 1 MHOrMMIM ApYTVMU.

OT nrua rpynnbl N0 U3yYeHMI0 HeOHaTaNbHbIX 310KaYeCTBEHHBIX HOBOOOPa3oBaHui y aetelt 1 PXKAMO
MO3BOJBTE MPUBETCTBOBATL BaC Ha CTPaHMLAX 3TOrO BbIMyCKa XKyPHAaNa, rae Mbl MOCTapanncb OTPa3nTb BCe
yKasaHHble Bbllle acMeKTbl. YuTalTe, 334aBaiTe BONPOCh!, 00CYyaaiTe nctopunm 60ne3Hn nauyeHTos.

HpOKﬂa,D,blBaTb HOBbIV nyTb BCerfga ToyAHO, HO BMeCTe C HaMh MAEeTe Bbl — KOJJIErn v ,D,py3bﬂl

C ysaxcenuem,

C.P. Bapgpoaomeesa

I'EMATOJIOTMIM n OHKOJIOT U 3 2017 1K
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CoBmecmHas paboma ¢ SIOP u SIOP Asia, unu Yymo usMeHunoch 3a
rof, npowepwuil ¢ Hourpecca SIOP Asia — 2016 B Mockse

HOAro

25-28 mas 2016 . B Mockse mpouen 10-it KoHrpecc a3zuarckoro mnoapasaeieHuss MexXnyHapomgHOro o0lecTBa
nerckoit oHkosioruu (10" SIOP Asia Congress), KOTOpbIil uMeIT 60J1b10i1 yerex. OQHaKo, OIS AbIBAsSICh Ha3al U BUIS
pe3ynsratel Konrpecca SIOP Asia — 2017 (yuraiite Matepuan B 3ToM HoMepe P2KI[I110), xodeTcs paccKkas3aTh O TOM,
Kakas paboTa eMy IIpeIIIeCTBOBAJIA M YTO M3MEHIIIOCH 3a TIPOIIEIIITNIA TO/I.

Pemenue o nposenennu Konrpecca SIOP Asia — 2016 B MockBe 0b110 rpuHATO accamoiteeit SIOP Asia mon nipe-
cematenbcTBOM A. HakaraBaper (SIrmoHus) B okTssope 2014 1., TTocie yero Hayaiach ero moarorobka. CTOUT OTMETUTD,
YTO YCIIOBHUEM OpPraHU3ALMU MEPOTIPHUSITUS SIBJISIIOCH OTCYTCTBHE (PMHAHCOBOM TTOAIepxKKM co ctopoHbl SIOP, uTo Tpe-
06oBai0 MOOWJIM3ALIMK OoJbIIMX yewnuii. Hanbonee BaxKHbIM cTajio (hOpMUPOBAHUE HACHILIEHHONW HAyYHOU MpOorpaMMbl
1 IIPUBJICYCHIE OOJIBIIOTO YKCIa yuacTHUKOB U3 Poccun, ctpan CHI 1 Asun. M MBI, Kak mpodeccrnoHalIbHOE CO00-
IIECTBO, CIIpaBWINCH ¢ 310l 3amaueii. [IpesumeHt SIOP Asia Y.K. JIu (Tonkonr) otmeTtmi, uto SIOP Asia B MockBe
OBLT caMbIM YCTICITHBIM 13 BceX. U mpormmenimii B aToM roxy KoHrpecc B TanmaHme 3T0 IMMOATBEpAVUIT — OQWH JINIIIH (DAKT,
YTO YHMCJIO TIPUTJIAIIICHHBIX JICKTOPOB 1 JOKJIAIOB B 1IeJIOM Ha MOCKOBCKOM (hopyMe OBLI0 B 3 pa3a OOJIbIlle, TOBOPUT
0 MHOroM... M Takast e pa3HHWIIAa BO BCEX acCleKTaX — KOJMYeCTBe yJacTHMKOB (950 mporms 350), Te3mcoB
(300 mpotms 80) 1 BO MHOTOM ApyroM. MBI BMECTEe CMOTJIM IIPOBECTH HAacTOSIIMI HaydHBI KoHrpecc! M1 mmeHHO O1a-
rojgapsi 3ToMy U3MEHUJIOCH OTHOIIIEHUE K HAaIlleMy COOOIIeCcTBY Ha MexXmyHaponHoit apene — HOII'O BocmpuHIMAOT
KaK paBHOTO (a YacTO W MPEYCIIeBaOIIeT0) apTHepa.

Ho mouemy 510 BaxkHO? UTO 3TO MaeT KOHKPETHO HaM?

[MoBbImeHME cTaTyCca HAIIETO MIPO(PECCUOHAIBFHOIO COOOIIEeCTBA TaeT YHUKAIBHYIO BO3MOXKHOCTD ITOKA3aTh OIBIT
Pa3BUTHSI CIYKOBI TETCKOM TeMaTOJIOTMH-OHKOJIOTUN, C OXHOM CTOPOHBI, M IPUHUMATH YIacTHEe B MEXKIyHAPOIHOMN
pabote — ¢ apyroi. OmHUM M3 KIIOYEeBHIX MTOroB KoHIpecca SBIJIOCH M ITOCTPOCHUE 00Jiee TeCHBIX OTHOIIECHUIA
¢ Tocmuranem Casaroro Mynbl, MexayHapomHbIM coio3oM 1o 6oprde ¢ pakoMm (UICC) u SIOP. O B3aumoneiicTBun
¢ Tocmuranem Cesaroro Mymer 1 UICC MBI paccKa3bIBaId B IPEeIBIAYIINX HOMEpax — cocTosiach ceccrst Ha KoHrpec-
ce UICC B I[Tapmxe, mpoInia TaHAeMHas BcTpeda ¢ ripeacTaButesiMu [ocnmranst CesaToro Mynbl u psim Ipyrux Mepo-
OPUSITUIA.

B oxts6pe 2017 1. rpsimeT 6oJbIIoe coObITHE — oUIIManbHO B mporpamme Konrpecca SIOP — 2017 (BammHTTOH,
CIIIA) mosgBuTCS ceccust, opranuzoBaHHas copmectHo SIOP u HOATO.

MBI BUIUM, YTO BCe OOJIBIIIEE YMCIIO 3aIlaTHbBIX 9KCIIEPTOB CMOTPST Ha HAC He KaK Ha COOOIIECTBO, KOTOPOE HE0O0-
XoanMo o0yJaTh 0a30BBIM BelllaM, a KaK Ha paBHOTO naptHepa. C Apyroif CTOPOHBI, KaXIbIi TpUe3 1Jist 0OOMeHa OTThI-
TOM CITOCOOCTBYET M HEIIPEPHIBHOMY 00pa30BaTeILHOMY IIPOIIECCY.

CiieiyeT yIoMSIHYTh U TO, KaK Pa3BUBAETCs MeXAyHapoaHas AesTebHOCTh nociie Konrpecca 2016 . B MockBe —
yKe cocTosuics BU3NT B Erumet, B Hostope 2017 T. ImtaHMpyeTcs Ioe3nKka Bo BeeTHaM. DT BCTpeun — MpsIMOE CIICICTBUE
Konrpecca SIOP Asia — 2016.

Takum o6pazom, KoHrpecc moMmmMo HayqIHOM IIEHHOCTH CTaJI OMHMM M3 IIIaroB 110 aKTUBHOMY BXxoxaeHnio HOJIT'O
B MEXIYHapOIHOE COOOILECTBO CHELUATUCTOB, YTO OTKPBIBAET IS HAC elle OOJIbILINE IIEPCIEKTUBLI.

Om pepakuuu



H3bpaHHbie Nekyuu

s IETCKOU

OT PEAARLUN

u CeroHa B pybpuke «/136paHHble nekuuu» Mbl NpefcTaBasem yutatenam nekuuio K.B. lo6peHbKoBa 0 HOBbIX MeToax
AMArHOCTUKK W NIEYeHs OHKONOTYECKUX 3a60M1eBaHMil Ha OCHOBE OMbiTa MPUMEHEHUA HOBbIX TPYNN Mpenaparos,
N03BONALLMX 06UTHCSA U3NeUeHNA paHee pedpakTepHbIX K CTaHAPTHOI XuMUoTepanuu onyxoneit. (erofHa 60nblUNHCTBO
U3 Npe/ICTaBNEHHbIX B NIEKLIM NPenapaToB NPUMEHAETCA B NPaKTUKe Y NaLMeHToB cTaplue 18 net. OaHaKo AaHHas nekuys
Ny6ANKyeTcs MMEHHO B HOMepe, MOCBALIEHHOM HEOHATa/IbHOI reMaToNor-OHKONOTIM, 3T0 00YCNIOBNEHO TeM, UTO
00NbLLMHCTBO OMUCAHHbIX B JIEKLIMY PENAPaTOB MOXKET HAITI NPUMEHEHNE U B HOBOI 06N1aCTI reMaToNOrUN-0HKOOrUH,
Befib 1S JIeTeil paHHero Bo3pacTa Heo6XoaUMo NPeAnoXuTb BbICOKOIGGEKTUBHYIO Tepanuio, a ¢ APyroii CTOPOHDI, —
HaUMeHee CUNbHO BAMSAHLLLYI0 HA Pa3BUTIE ETCKOTO 0PraHi3Ma Ha 04eHb BaXHOM dTane ero nyTu.

HHHOBaWUOHHbIE AOCMUMKEHUA B 06nacmu oHKonoruu

K.B. [1o6penbkoB
DI'BY «Hauuonanvhbiii MeOUUUHCKULL UCCAC008AMENbCKULL YEHMDP 0eMCKOU 2eMAmOon02ULl, OHKOAO2UU U UMMYHOA0UU
um. JImumpus Poeaueea» Munszopaea Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1

Konmaxmmuuvie dannvie: Koncmanmurn Buxmoposuu Jloopenvkoé dobrenkov@hotmail.com

B aexuuu paccmompen gonpoc 0 mom, Kak nod 8ausHueM NOCAeOHUX HAYYHBIX OMKPLIMULL U 66e0eHUsl 8 NPAKMUKY HOBbIX NPenapamos
nomeHsAcs cam mepanesmuyeckuii nooxod 6 obaacmu oukosoeuu. OmodenvHo 00cyscoeHa pazpabomKa UMMYHOMePanesmu4ecKux
npenapamoe @ pamKax KOHUenyuu 83aumooeiicmeus OnyxXoau U opeanusma, Ko20a mvl paccmampugaem onyxons He KaK 0moeavhyio, Ho KaK
COCMABHYIO YACMb OP2AHU3MA, HENPEPbIGHO 83AUMOOCICIBYIOWYIO € PA3NUMHBIMU OP2AHAMY U CUCIeMamMU, 8KA4As UMMYHHYI. Takice
paccmompen 8oONPoc 0 HOBbIX KOHUENYUSIX UCHONb308AHUs UMMYHOMepanuy 6 Kaunuieckol npakmuie. Ha npumepe anmumena k GD2-
anmueery s pacckamicy o npoyecce co30aHus U 6HeOPeHUs: 8 KAUHUKY aHMUMen U KaK 5mo NOo6AUsA0 HA Pe3YAbmamsl AeveHus 00HOU U3
CambiX Yacmuix cOAUOHBIX ONYyXxonell y Oemeii — HEUPOOAACOMDYL.

Karoueawie caosa: onkonoeus, ummyHomepaus, unHosayuu, anmumena, GD2-aumueen, Hetipooaacmoma

DOI: 10.17650/2311-1267-2017-4-3-10-16

Innovative achievements in the field of oncology

K.V. Dobrenkov

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

Lecture considering question of changing of therapeutic approach in the field of oncology under the influence of recent scientific findings and
implementation of new drugs. Separately discussed development of drugs for immunotherapy in the concept of relations between tumor and
organism when we considering tumor as not a separate, but as a composite part of organism continuously interacting with different organs
and systems, including immune system. Question of new concepts of application of immunotherapy in clinical practice also considered. Based
on example of antibody to GD2-antigen I will tell about the process of creation and implementation of antibodies to the practice and how this
process influenced on the results of treatment of one of the most frequent solid tumors at children — neuroblastoma.

Key words: oncology, immunotherapy, innovations, antibodies, GDZ2 antigen, neuroblastoma
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JTETCKOU

HOAro

CeromHs pedyb TIOMIET O TOM, Kakue (pyHIaMeHTaIb-
HbIe U3MEHEHUsI TIPOUCXOMIAT ceifuac B 00JaCTH JeTCKOMN
U B3pOCJIOl OHKOJIOTUH, W O TIPUINHAX, KOTOPbIE TIPUBE-
JIA K 9TUM U3MEHEHUSIM.

DdyHnaMeHTaIbHass CTaThs Tox HaszBaHueM «Oc-
HOBHBIE CBOIWCTBAa paKa» BBIIIA Ha pyOexXe ThICSUese-
tnit (Hanahan D., Weinberg R. The hallmarks of cancer.
Cell 2000;100(1):57—70). Drta cTaThsl cCyMMHUpOBaJa BCE
n3BectHoe 10 2000 1. B o61acTH U3y4eHUs] TYMOPOreHe-
3a. ABTOpBI BBIICIUIN 6 (YyHIaMEHTAIBHBIX CBOWCTB
3JI0KQUYECTBEHHBIX HOBOOOPA30BaHUII M HECKOJIBKO Me-
XaHU3MOB, KOTOpbIe O0OECIeYMBAIOT TYMOPOTEHE3 WU
OITYXOJIEBBIN POCT. DTU MeXaHU3MBbI BKIIIOUAIOT CaMOJIO-
CTaTOYHOCTh OIYXOJIM B OTHOIIEHUM (PAaKTOPOB pOCTa,
HEUYYBCTBUTEILHOCTh OITyXOJIM K CHUTHAJaM, TTOMNAaBIISIO-
M €€ POCT, MeTacTa3MpOBaHUE U MHBA3UIO, OECKOHEY-
HBII PeMIMKATUBHBIN MTOTEHIIUAT, CO3IaHNE OCO0OI ceTn
COCYZIOB, aCCOLIMMPOBAHHOI C OITyXOJblO, U MEeXaHU3M
YCKOJIb3aHUsI OT aronro3a. [lo MHEHWIO aBTOPOB, 3TU
6 byHIaMeHTaTbHBIX CBOMCTB HEOOXOIMMBI OIYXOJIU TSI
TOTO, YTOOBI XWUTh W pa3BUBAThCS. B KpuTmieckoii cra-
The, KOTOPasi BBIIIIA BCKOPE TTOCJIE 3TOTO, OBIJIO YKa3aHo,
YTO, TI0 CYTH, OOJBIIMHCTBO U3 3TUX TMPUHIIMIIOB TaKXe
OTHOCSITCSI ¥ K TOOPOKAYECTBEHHBIM OITyXOJISIM, U TOJTBKO
ONIVH U3 HUX YHUKAJIEH — METacTa3upoBaHUE U UHBA3USI.
Yepes 11 et BbllLIA TTOCTEAYIONIAS CTAThs TEX XK€ aBTO-
pOB, KOTOpbIe CYMMMPOBAJIM €llle 0oJIblliee KOJUIECTBO
MaTepuasia B 00JIaCTU UCClIeN0BaHus paka. bbuio nobas-
JIeHO elie 4 OCHOBOTOJIAararonmx npusHaka. K HuMm or-
HOCATCSI TeHOMHas HectabuibHOCTh (K 2011 1. cTtasio mo-
HSTHO YTO paK — 3TO B TOU WM MHOI Mepe TeHeTUIeCKOoe
3a0o0yieBaHMe, TAE BCerna MPUCYTCTBYIOT T€HETHMUECKUE
MOJIOMKW), U3MEHEHUE BHYTPUKIETOYHOTO METabOon3-
Ma, DHEPreTUKM KJIETOK, MEXaHU3M <«yCKOJIb3aHUS» W3-
O/ UMMYHHOTO KOHTPOJIS (BCE OITyXOJIW B TOM MM MHOM
CTETIEHW OO0JIANAalOT 3allUTHBIMA MEXaHW3MaMU TPOTUB
KOHTPOJIMPYIOLIETO BO3AEWCTBUSI HALLIE UMMYHHOM CU-
CTEMBbI), U TIOCJIe[IHEE — BOCIAJICHNE, aCCOIIMMPOBAaHHOE
C OMYXOJIBIO.

CeronHsi opmupyercsi ocobdast KOHLEMLUS O TOM,
Kakue OBIBAIOT OIMYXOJIM W, B 3aBUCUMOCTHU OT 3TOTO, KaK
HaWIy4IIuM 00pa3oM BO3JeiiCTBOBATh Ha HUX (ITOMY TTO-
CBSIIIAIOTCSl OT/AEbHBIE TUIEHAPHBIE CECCUU W OOJIbIINe
JIUCKYCCUU Ha Pa3TNIHbBIX KOH(MDEPEHITNSIX) — KOHIICTIIINS
TeMIIEpaTypbl OMYXOJIEH.

IMo coBpeMeHHBIM TIPEACTABICHUSIM, OITYXOJIU MOX-
HO pa3le/UTh Ha «TOPSYMe», «XOJOAHBIE» M IPOMEXKY-
TouHbBIe. ECT MBI TOBOPUM O «TOPSTYUX» OTTYXOJISIX — 3TO
OITyXOJIM, KOTOpbIE WMEIOT OTIpeJe/IeHHbIe TPU3HAKU
BOCITaJICHUsI, OJHMUM W3 OCHOBHBIX CBOWCTB KOTOPBIX
SIBJISIETCST MH(WIBTpAlMs UMMYHHBIMU KiieTkamu. [1pu-
CYTCTBME WMMYHOKOMITETEHTHBIX KJIETOK B OTTYXOJIM SIB-
JISIeTCST TIPU3HAKOM MX «BBICOKOU TeMItepaTypbl». Bropoii
BapuaHT, TAK Ha3bIBAEMBbIE OITyXOJIM UCKITIOUEHMSI, — KOT/Ia
JUMGbOLUTH WIN IPyTHe UMMYHOKOMIIETEHTHBIE KJIET-

TEMATOJIOTMM u OHKOJIOT MU

KU TIPUCYTCTBYIOT B OIYXOJIM, HO OHUW PacloJiaraloTcs
MO €€ KpasiM W IO ONPEeNeJeHHBIM MPUYUHAM HE MOTYT
MPOHUKHYTh BHYTPb — TaK Ha3bIBAEMOE UMMYHHOE UC-
kmoyeHue. To ecTb MBI UMEEM OMpPENEIEHHYI0 CTEIEHb
BOCTIAJICHUS, HO OHA OrpaHWYeHa Tiepudepueil omyxou.
TpeTuii BapuaHT — 3TO TaK Ha3blBaeMasi UMMYHOJIOTAYE-
CKasl MYCTbIHS — KOTa B OITyXOJM MMMYHOJIOTMYECKUe
KJIETKU BOBCE OTCYTCTBYIOT. BeCh CIIEKTpP OT «ropsiaux» 10
«XOJIOJHBIX» OITYXOJIE OMUCHIBAETCS B Pa3HbIX BapUaH-
Tax. [Touemy a10 BaxkHo? [1o NByM mpuuuHaM: repBast —
3TO TO, YTO «TEeMIIEpaTypHasl OKpacka» OIyXOJU YETKO
acCOLMUPYEeTCS C APYTMMU OCHOBHBIMU TPU3HAKAMU,
B YAaCTHOCTM MYTAllMOHHOW HArpy3koi, T. €. KoJuye-
CTBOM MYTallMii Ha OMpeNeSieHHYI0 YacTh reHoMma. Hau-
OoJIbllIasi MyTallMOHHAST HArpy3Ka, HauboJblllee Koauye-
CTBO MyTallMif HAa Y4aCTOK TeHOMa HabJtoJaeTcs Kak pa3
B «TOpSTYUX» OMYyXOJIsIX. Takoke MyTallMOHHAs Harpyska
JIOBOJIbHO 3HAYUTEJIbHA B OIMYXOJISIX «AMMYHHOTO UCKJTIO-
YEHMS» U PEe3KO CHIDKEHA B «XOJIOMHBIX» oTyxouisix. Kpo-
Me TOro, mpojiudepaTuBHAs aKTUBHOCTb OIMYXOJIU TaKXkKe
3aBHUCUT OT TeMIepaTypbl. Eciii Mbl BO3bMEM KOHKPETHBIE
OIyXOJIM U pacIpeiesiM WX Ha TeMIepaTypHOW Kaprte,
TO YBUIIUM, YTO, HATIPUMEDP, CPEAU «TOPSTUUX» OMyXOJei
HauOoJiee XapakTepHOU sBisieTcs MmeslaHoma. OHa uMme-
€T BBICOKYI0O MYTallUOHHYIO Harpy3kKy W mpojudepupyet
3HAYUTEJBHO OBICTpEE IPYIUX OIMyXOJiel, KOTOPbIe HAaXO-
JSTCS B «XOJIOMHOM» CTIEKTpe. A pKUM MpUMEpOM OTITyXOIU
«AMMYHHOTO WCKJTIOUEHUSI» SIBJISIETCS KOJOPEKTaTbHbIN
pakK — 3TO OIyXOJIb B3pOCIOTO Bo3pacTa. Mbl O4eHb PeIKO
BUIUM €€ y JeTeil, OOBIYHO B paMKaX KaKUX-JIMOO CUH-
npoMoB. HakoHel, omyxoyu IeTCKOTO BO3pacTa TITOTEIOT
K CUHEN YacTU CHEeKTPa, INIe PACIIONATAIOTCS «XOJOIHbIE
onyxoin». Cpeay B3pOC/bIX MALIMEHTOB HanboIee SIpKUii
npuMep TaKUX OMyXoJell — 3TO KapUUuHOMa IMPOCTATHI,
OJTHA U3 CaMbIX YAaCThIX oIyxoJiei y Mmy>kuuH B CLIIA.
AHTHMOreHe3 U ero B3auMOJEMCTBUE CO CTPOMOIA OITy-
XOJIA UTPAIOT OOJIBIIYIO POJIb B TYMOpPOTreHe3e, GopMUpo-
BaHWU ONYXOJU. AKTUBHBI aHTMOTEHE3, MPUCYTCTBUE
PEaKTUBHOW CTPOMBI, & TaKXE€ CYIMPECCUBHBIX KIIETOK
MUEJOUIHOTO pPsa XapaKTEpPHBI IS OIyXOJeW <«UM-
MYHHOTO WCKITIOUeHUsI». JIJIsT Bpadeii-OHKOJIOTOB TJaB-
HBIM BOIIPOCOM OCTa€TCS BO3MOXHOCTbH MCIOJIb30BAHUS
JAHHOW KOHLIETIIMU B TeparneBTUYECKUX noaxonax. [Ipu
9TOM pa3[eieHUe Ha OIyXOJU pa3HOU TeMIepaTyphl Kak
pa3 u ompenessieT TepaneBTUIYecKuil moaxon. B Hactos-
111ee BpeMs 9TO BCE Yalle MpuMeHsieTcs B mpakTuke. Oka-
3aJ10Ch, YTO XOPOILIO U3BECTHBIE HA CETOAHSIIHUNA NEHb
VHTUOUTOPBI KOHTPOJIBHBIX TOYEK WMMYHUTETA JIydllle
BCETO0 JEHCTBYIOT B OIyXOJISIX «TOPSTYETO» TUMA. DTO €CTe-
CTBEHHO, TaK KaK TOYKOW MPUJIOXKEHUS ITUX MperapaToB
SIBJIAIOTCS UMMYHHBIE KJIETKU, KOTOPbI€ MPUCYTCTBYIOT
B OMYXOJIW. DTU MpenapaTbl 3HAYUTETBHO XyXe NeCTBY-
IOT B «XOJIOAHBIX» OMYXOJSIX, TAe TAKUX KJIETOK Majo WIN
HeT coBceM. B cinyyae PD-1-uHruOGuMTopoB, Takux Kak
neMOpoan3ymMad Wid HUBOJyMad, WX HauOOJbllIas ak-
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JNETCKOU

HOAro

TUBHOCTH ObITa MPOIEMOHCTPUPOBAHA KaK pa3 B TaKUX
OITyXOJIAX, KaK MejaHoma. [Ipu a3ToM oHU TouTu He d¢h-
(beKTUBHBI TTPY KapIIMHOME TIPOCTATHI U IPYTUX «XOJOM-
HBIX» OITYyXOJISIX. B 2TO# CBSI3M OMHWUM M3 TJIaBHBIX OCTa-
eTcs BOIPOC, KaK MEePEeBECTU OIyXOJb U3 «XOJOIHOTO»
cocTostHUS B (ha3y BOCMAJIEHUS, T. €. KaK MPUBJIEYb UM-
MyHHBIE KJIETKM B Maccy oImyxojiu. B Hacrosiiiee Bpemst
pa3pabaThIBalOTCS pa3IMyHbIE TIOAXOMbl. B wacTHOCTH,
JUTSL OTIYXOJIel «MMMYHHOTO UCKJTIOUEHUS)» TaKUMU TIpe-
rmapaTaMu TIOTEHIIMATLHO MOTYT SIBJISITHCSI TIpETiaparhl,
BO3MEHCTBYIONINE HAa aHTHOTeHE3. Takke BeIyTCsT pabOThI
B TIOTIBITKE TTOBJIUSTH HA CTPOMY OITyXOJIM M Ha CYITpec-
CHUBHBIC KJIETKM MUEJIOUIHOTO psiia, K KOTOPBIM YXKe
pazpaboranbl aHTUTeNa. CaMbIM CIIOXHBIM  SIBJISIETCST
BBIPAa0OTKA TEeparieBTUUECKOTO TTOAX0/a K «XOJIOMHBIM»
omyxosisiM. [lo kakoii-To TpuIMHEe WMMYHHBIE KJIETKU
HE MPOHUKAIOT B OIMYXOJIb U KaK 3aCTaBUTh UX OKa3aTh-
cs TaM — OTKPBITHIN Bormpoc. [IpenaraeTcsi HECKOIBKO
KOHIIEIIINI, B YACTHOCTU COYETAHUE MPOTUBOOITYXOJIE-
BOW BaKIMHAIIMY C TIOMOIIBIO ACHAPUTHBIX KJIETOK WU
JIPYTUX BUIOB aKTUBHOW WMMMYHM3AllUM B COYETAHUU
C YEKIMOMHT-UHTUOUTOPAMU U TEHETUIECKU MOTU(PUIIN-
poBaHHbIMU JIuMdontamu i CAR-kieTkamu.

Takum ob6pa3zoM, kinaccuduKalus, OCHOBaHHasT Ha
TEMITepaType OITyXOJIM, TTIOMOTaeT WCTBITHIBATH W BHE-
JIPSITh HOBBIE TEPATIEBTUUECKUE TIOIXOIBI.

3necr  HEOOXOOMMO  CKa3aTb HECKOJbKO  CJIOB
0 MyTauMoHHOU Harpy3ke. B crtatee JI.b. Anekcanapo-
Ba (Alexandrov L.B., Nik-Zainal S., Wedge D.C. et al.
Signatures of mutational processes in human cancer.
Nature 2013;500(7463):415—21) Obula IPOAEMOHCTPU-
poBaHa KOPPEJSAILMS MEXIy KOJTUYeCTBOM MyTalvii Ha
OTpe/Ie]ICHHOM YJacTKe TeHOMa M BUAOM OIMyxoyu. Tak,
MeJlaHOMa SIBJISIETCSI OITyXOJIbI0 C HAUOOJBIITUM KOJIMYe-
CTBOM HOBBIX MyTanuii. Ha oOpaTHOM KOHIIE CIeKTpa
HaXOMSTCSI OMYXOJW TOJIOBHOTO MO3Ta, aCTPOLIMTOMBI,
HelipobaactoMmbl (HB) 1 reMmobaacto3bl. Onyxoiu y aeteit
B OCHOBHOM DPAacITOJIaratoTcs B JIEBOU YaCTU CIIEKTpa — 3TO
OITyXOJIA C HU3KOW YacToToil myTauuii. [1pu HEKOTOPBIX
eIMHUYHBIX 3a0oyieBaHUsIX — 2—3—4 Buga MyTauuu U
JlaKe BCEro oJHUM BUIoM MyTauuu. B cratbe H.A. Pus-
BU (Rizvi N.A., Hellmann M.D., Snyder A. et al. Cancer
immunology. Mutational landscape determines sensitivity
to PD-1 blockade in non-small cell lung cancer. Science
2015;348(6230):124—8) 6bUIO TIOKA3aHO, YTO HAJIUYIUE
BBICOKOM MYTAlIMOHHOWM HArpy3Ku SIBJISIETCSI CBOETO pojaa
0JIarOTIPUSITHBIM ITPOTHOCTUYECKUM (haKTOPOM JIJISI JieUe-
HUST 00JIbHBIX. BblTa MMponeMOHCTpUpPOBaHa CBS3b MEXKITY
KOJIMYECTBOM MYTAIIMIi Ha OTPEeIEHHOM yJacTKe TeHO-
Ma ¥ OTBETOM Ha MMMYHOTEpAITUIO C MCTOJIb30BaHUEM
PD-1-unru6buropoB. Bo3HMKaeT BONpPOC — IMOYEMY ITHU
0OJIbHBIE BEDKUBAIOT JIYYIIIe ITPY BHICOKOW MyTallMOHHOM
Harpy3ske? U 3nech mosiBiIsieTCs MOHSITUE «<HEOAHTUTEH» —
AQHTUTEH, KOTOPHIY N3HAYAIBHO HE TPUCYIIT KJIETKE, a BbI-
pabarbiBaeTcsl B pe3ysibrare Kakoi-aubo reHeThyecKoi
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abeppanuu. Yem 6osblire obliee KOJMYeCTBO aHTUTEHOB,
TEM BBIILIE€ BEPOSITHOCTh HAXOXJIEHUS CPEIN HUX BBICOKO-
VMMYHOT€HHOTO aHTUT€Ha, KOTOPBbI MOXET OBbITh pac-
MOo3HaH UMMYHHOI cuctemoi. [Toatomy npu OGosblueit
MYTallMOHHOW HAarpy3Ke BBbIIIIe IIIaHChl TPOTUBOOITYXOJIE-
BOTO OTBETA CO CTOPOHBI UMMYHHO CUCTEMBI.

Ecnu roBoputh 0 mpemnapaTtax Uit UMMYHOTEpauu
paka, KOTOpbIe CYIIECTBYIOT Ha CETONHSIIHUN OeHb, TO
MOXHO OTMETUTb WX OIpOMHOE pazHooOpasue. Eciu
CETOIHST OTKPBITh XYPHAJIBI TI0 OHKOJIOTUU, TO TPAKTH-
YECKM B KaXJIOM HOMEpe MOXHO HAWTU OMHUCAHWE KJIU-
HUYECKUX UCCIENOBAaHUI C TIPUMEHEHUEM UMMYHOTEpa-
MEeBTUYECKUX TpernaparoB. [IpyMHIMMUATBHO BBIICIUTH
2 WX TPYNIbI, KOTOPbIE BO3AEHCTBYIOT Ha MMMYHHYIO
KneTky-addekrop — T-muM@ouut: aKTUBUPYIOIINE
U uHrubupylomuye anturena. Ha3BaHue «MHTHOUpPYIO-
1IKe» YCJIIOBHO, TaK KaK 9T aHTUTEJa HEe MOIaBJISIOT aK-
TUBHOCTh JTUMOIIUTOB, a YMEHbBIIAIOT UHTUOUpYIOLIEee
BJIUSTHUE OIMYXOJW Ha MMMYHHYIO CUCTEMY. DTO COBEp-
IIEHHO HOBBIN MOAXOHA. AKTUBMPYIOIIWAE AHTUTENA, Ta-
ke kak aHTu-CD28, antn-0OX40 u HeKoTopble Apyrue,
YK€ BOIIUIM B HayajbHbIe (ha3bl KIMHUYECKUX UCCIEH0-
BaHUil. MHrMOUpylolme aHTUTeIa COBEPIIIN HACTOSI-
LIIYI0 PEBOJIIOLIMAIO BO B3pocioi oHKonoruu. Ceituac Mbl
HaxXoOMMCS Ha 3Tare, KOrja NEeTCKUEe OHKOJIOTM TaKXke
HAYMHAIOT UCTOJb30BaTh UX B CBOEH MpaKTUKE. AHTUTE-
Ja K CTLA-4 u perienitopy 3anporpaMMUpPOBaHHON cMep-
T4 nepBoro Tuna — PD-1 — yxe npoluii KIMHUYeCKue
WUCCIIEAOBAHUS U OJOOPEHBI I KIMHUYECKOTO TTpUMe-
HEHUSI.

KakoB MexaHuW3M JeWCTBUS 3THUX MpenaparoB?
CTLA-4, cBS3BIBasICh CO CBOUM JIMTAHAOM Ha KJIETKE-MMU-
IIeHW (Ha OITyXOJIeBOU KJIETKE), BbI3bIBaeT y T-KieT-
KA COCTOSIHME aHepruu. BJIOKMpOBaB 3TOT aHTUTEH Ha
T-kyneTke, MOXHO TPENOTBPATUTHh €r0 B3aUMOAEHCTBUE
C JIMTAaHIOM Y TAKUM 00pa3oM MpeaoTBpaTUTh UHTUOUPY-
1011lee BIUSTHUE OTTYXOJIH.

AHTU-PD-1-aHTHTE1a UMEIOT CXOXUI1 MEXaHU3M Aeli-
CTBUSL. 3alporpaMMUpPOBaHHAs CMEPTh, IO CYTH, — aTloll-
TO3, MPOUCXOAUT B pe3yibrate cBsa3biBaHUS PD-1-pe-
ernropa Ha quMmdouute ¢ auranagom PDL-1 wiu PDL-2
Ha KJIETKE OMyXoJid. BOJBIIMHCTBO OIMyXOJell B TOW WIN
nHoi Mepe skcnpeccupyror PDL-1. Jlumdouut, naxe
B aKTUBMPOBAHHOM COCTOSTHWU, HaXOMISICh B «TOpsiYeii»
OITyXOJIA, TAKOW KaK MeJaHOMa, KOHTAKTUPYET C OIMyXO-
JIeBoil kJieTkoi, B3aumoneiicteue PD-1 ¢ PDL-1 mpu-
BOJIMT K amornTo3y KieTku-agdexkropa. biaokama atoro
pelienTopa ¢ MOMOUIBIO aHTUTEN MPEAOTBPAIlAeT TaKOe
B3aMMOJIEMCTBUE M TAKUM OOpa3oM CHUMAET OJIOKUPYIO-
111€€ BJIMSIHUE OITyXOJIM HA UMMYHHYIO CUCTEMY.

B 1987 1. JIxxum AniaucoH, paboTasi B OHKOJIOrMYe-
ckoM 1eHtpe Memorial Sloan Kettering Cancer Center
(MSKCC), otkpbeut peuentop CTLA-4 u mokaszan ero
poJib B OTHOIIIEHUM pocTa omyxonu. [lo3xe ObUTO pas-
paboTaHO AaHTUTENO, KOTOPOE TMPOILUIO KIMHUYECKUE
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KUCCIIENOBAHUS U OBUIO ONOOPEHO IS KJIMHUYECKOU
npaktTuku. HMccienoBaHuss TIpM  MeTacTaTUYeCKOMN
MeJIaHOME y OOJIBHBIX € JAJIeKO 3allle/llleil cTaauei, mo-
JIYIUBIINX HECKOJIBKO JIMHUI Teparuu, BIIepBbIe MTOKa3a-
JI BOBMOKHOCTH YBEJTUUCHUST TTPOIOJIKUTEIBHOCTH XKIU3-
HU OoJiee yeM B 2 pa3za.

Peuenrtop 3amporpaMMUpOBaHHOW CMEPTU MEPBOTO
tuna PD-1 6bu1 oTkpHIT B Havane 1990-x romos, a aH-
TUTENO0 K HeMY Obuto monydyeHo b B 2008 . TlepBrie
KJIMHUYECKUE UCCIeA0BAHUS TPOJEMOHCTPUPOBAIA BO3-
MOKHOCTb U3JIEYEHUSI OOJTBbHBIX TaXKe C JaJeKO 3alle -
MU hopMamu paka. [Tpu 3Tom OB MOJTYyYEHBI CTONKUE,
nnuTenbHble peMuccud. B 2013 . 6611 00001IEHBI JaH-
Hble mpuMepHO o 300 manueHTax, y KOTOPbIX HabJro1a-
JIOCh YMEHbIlIeHHEe 00beMa OITyxojiu oojiee yem Ha 50 %.
B nepByto ouepenb 3TO Kacaaoch MEJIaHOMbI, paka Moy-
KU — T. €. «<TOPSIYUX» OITyXOJIeil, U B MEHbIIIEH CTETTIEHN —
paka JIeTKOro, KOTOPbIiA OTHOCUTCS K OITyXOJISIM MTpOMe-
>KYTOYHOTO THTIA.

31ech 1 MpeacTaBio 2 UcCaeJ0BaHUs, KOTOpbIe Kap-
JTIMHAIBHO M3MEHWIIN B3TJISIT OHKOJIOTOB HAa COBPEMEHHBIE
TOAXOABI K JICYEHUIO W WCXOJN TIPU PACTIPOCTPAHEHHBIX
dopmax paka. B ucciemoBaHuM, CpaBHUBAIOIIEM ITeM-
o6ponuzymad, PD-1-610katop u unuimMmymab, 61o0kaTop
CTLA-4, KoTOpBIii K TOMY BpEMEHU ObLT OJ0OpEH IS
JIEYEHUSI METaCTATUYECKOW MEJIAaHOMBI, OBbLJIO TPOJEMOH-
CTPUPOBAHO 3HAYUTETHLHOE TTOBHITIIEHNE 3(D(HEKTUBHOCTH
Mpu HKCIOJb30BaHME TeMOposndyMaba. [dpyroe uccie-
JIOBaHWE, CpaBHUBawulee HUBOIyMad, PD-1-6mokaTop
U nakapOas3vWH, CTaHAAPTHBIN TIperapar sl JeUeHUS
MEJIAHOMBI, TOKa3aJ0 OYEBUIHOE MPEUMYIIECTBO UM-
MYHHOTO TIperiapaTa HajJl XuMmuoTtepanueii. JJanHbie aTux
WCCIIeOBaHUI NpUBEIU K Tomy, uto B 2014 . Ynpasie-
HHUE TI0 KOHTPOJIIO 32 KAYeCTBOM TMUIIEBBIX TTPOAYKTOB
u nexapctBeHHbIX npenaparoB CIHA (Food and Drug
Administration, FDA) ono6puio nem6ponausymad, a 3a-
TeM 1 HUBOJIYMaO 11l JiIedeHUsT MeJlaHOMbI. D(hheKT ObLT
HACTOJIbKO OYEBUJIEH, YTO HE ObUIO COMHEHWIl, UTO 3THU
npenaparbl JOJDKHBI KaK MOXHO CKOpee MCIOJIb30BaTh-
¢ B knHuke. Onobpenue FDA sBiisieTcsl BaXXKHBIM, TaK
KaK OHO OINpeNesieT CTaHAAPTU3UPOBAHHBIA MOIXOM
(C 1OpUAMYECKUX TO3ULIMI) U OIJIaTy 3TOTO Mpernapa-
Ta CTPAaXOBBIMM KOMITaHUSIMU. Ha ceromHsmHuii IeHb
PD-1-6nokaropsl HallUM MNPUMEHEHWE TIPU JICYEHUU
MHOTHUX BUJOB OTYXOJieil ¥ OOJIBITMHCTBO U3 HUX, BKITIO-
yag MeJaHOMY, HEMEJIKOKJIETOUHBIN paK JIETKOTo, OITy-
XOJIW TOJIOBHI W Tiieu, JuMbomy XOIKKUHA, paK Moue-
BOTO Iy3bIps U Ap., 0b1u ogodpeHsl FDA. Tlpemapatet
u3 rpynmbl PDL-1-MHruOUTOpOB Takxke MCIOJIb3YIOTCS
B UMMYHOTepamnuu paka. Tak, ate3oan3ymad oqoopeH misd
JIEYEHUSI paKa MOYEBOTO IMY3bIPS. U HEMEJIKOKJIETOYHOTO
paka JIETKOTO.

[ToMuMmo yydinieHusT pe3yJIbTaTOB UCXOMOB JICUSHUST
HOBBIE MMMYHOTEpPANeBTUUECKNE TperapaThl U3MEHUTN
B3DJISIT HAa KJIMHUYECKUE KCCIEeNOBaHUS, a UMEHHO Ha

TEMATOJIOTMM u OHKOJIOT MU

TO, KaK OHU MPOBOJATCS U OLEHUBAIOTCS. B HacTosIiee
BpeMsI TIPOUCXOIUT OTXOX OT TPAJAMIIMOHHBIX, (Pa3HBIX
KJIMHUYECKUX UCCIIeOBAaHUI B TOJB3Y aTbTepHATUBHBIX
opm. Pa3zbl KIMHUIECKOTO MCCIIEAOBAHUS BKITIOYAIOT
MO3TalHOE U3yuyeHue 0e30MmacHOCTH, 3(PdeKTUBHOCTU
U CpaBHEHUE CO CTaHIApTaMU TePANUU TSI KOHKPETHOTO
3a00JIeBaHUS.

B CIIA FDA akTuBHO paboTaeT B IOJie B3aMMOMEH-
cTBUS (hapMalleBTUUECKUX KOMITAHWI U aKaJIeMUIeCKUX
WHCTUTYTOB. Bce yamie uccieqoBaHUs HAYMHAIOTCS HE
c I da3wl, a ¢ uccnenoBaHUil ¢ aIBTEPHATUBHBIM AU3ali-
HoMm. Hampuwmep, miatdopmHble HCCIeqOBaHUS, KOT-
Ja TIpA OMNPEAEICHHOW OMyXOJUW WIW TPYINIe OMmyxojei
WCITOJIB3YIOTCS pa3InuHble MpenapaTsl (B (ha3HbIX Ucciie-
JIOBaHUSX 3TO HEBO3MOXHO), YTO MO3BOJIIET OJHOBpE-
MEHHO M3y4YaTb HECKOJBKO MpernapaToB, KOTOPbIE MOTYT
TOSIBJIATHCS U YXOIUTH B XOZ€ UCCIIETOBAHNS.

JpyrvM BUIOM HOBBIX UCCIICIOBAHUI SIBJISIETCST TIOUCK
MOKa3aHU K TpUMEHEeHNI0. B HUX M3ydaeTcst OfuH Tpe-
rmapat Mpy Pa3INIHbBIX OITyXOJISIX, TIPU KOTOPBIX OH TEO-
peTuyeckr MOXeT ObITh 3(pekTruBeH. BaprantoM 3TOTO
WCCJIEIOBAHUS SBJISIIOTCS TaK Ha3blBaeMble OACKETHBIE,
WIN KOP3UHHbIE, UccienoBanusd. Hanpumep, npu Hatu-
ypun Mytauun BRAF V600E, noBoJbHO 4acTo BCTpeya-
ollelfics Mpyu MeJaHOME, TapreTHbIe MpernapaTtbl MOTYT
WCITOJIb30BaThCS U MPU BCEX APYTUX OIMYyXOJISIX, TIe OOHA-
PYXMBAETCs 3Ta MyTallMsI.

Ocoboe 3HaueHWE UMEET AJANTUBHBIA MU3alH K-
HUYECKUX UCCIENOBAaHUI, TPU KOTOPOM aHAIU3 JaHHBIX
MPOBOJUTCH TMEPUOJUYECKHA Ha BCEX ITalax MUCCIeno-
BaHUS U B 3aBUCMMOCTU OT TIOJYYEHHBIX PE3YJIBTaTOB
MOXET MEHSThCS MU3aiiH MCClIeOBaHUsI — Tepepacriipe-
JIEJISTIOTCS TPYIIbI OOJIBHBIX, UCKITIOYAIOTCS WIU BKIIIOYA-
f0TCsI TIpeTapaThl. AAaNTUBHBIN AU3aiTH SIBISIETCSI MHOTO-
00eIIaINM.

BaxHo otMeTuTh, 4TO TpaHchOpMAUS PUTUIHON
cUCTeMBbI (pa3HBIX KIMHUYECKUX UCCIIEeNOBaHUM B Oosee
TUOKYI0, aTallTUBHYIO CUCTEMY MPOU301LIA IO BIUSHU-
€M MMMYHOTEparuy paka W BBEJICHUS UMMYHOTEpATIeB-
TUYECKUX MPEenapaToB.

TapreTHast Tepamusi — 3TO TEPMWH, KOTOPBI OTHO-
CUTCSI HE TOJIBKO K OHKOJIOTMW, HO M KO MHOTUM JIpY-
TUM OO0JIacTAM KJIMHWYEeCKOW mnpakTtuku. Ceilyac ecTb
TMMOHUMaHKE TOTO, YTO BHEIpPEeHWE MMMYHOTEpAru Mpu
OITyXOJIIX AUKTYET OMNpeNeSIeHHbIE YCIOBUS. 3a4acTyio
HEIOCTaTOYHO OMHOTO BUIA JWATHOCTUKU, HAIPUMED,
OIpeiesIeHUs TOIbKO OTHOTO perienTopa. J{uarnoctuka Ha
COBPEMEHHOM 3Tarle 10KHa ObITh MHOTOKOMIIOHEHTHOA.
OTHOCUTENIBHO HEJABHO OBLJIO BBEIEHO MOHATUE KOMILIE-
MEHTapHOW MTUarHOCTUKM, KOT/Ia OTIpeeIsieMbIif aHTUTEH
MOXET OJHOBPEMEHHO SIBJISIThCS MUILIEHBIO JUTST TIpeTia-
pata. Bompoc 6romMapkepoB — OIUH U3 CaMbIX OOCYX-
JaeMbIX B OHKOJIOrWU. BosbHOI MojyyaeT mpemnapat, HO
Kak MpaBWIHHO UHTEPIIPETUPOBATD €T0 3 (PEKTUBHOCTH?
MHorna 3TOT OTBET HE OYEBUIIEH, TO3TOMY BBOJSITCS T10-
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Kazareju, KOTOpbIe TIOMOTAIOT OIPENETUTh OTBET OIYXO-
JIV Ha JIeYeHue. JT0 0COOEHHO BaXKHO JUIsi UMMYHOTepa-
MU, TaK KaK TeparneBTUIecKuii a(pekT nHOTIA OTIIOXKEH
Ha HeJeJIN WY MECSIIbI. DTO OBUIO SIPKO TTPOJEMOHCTPU -
pOBaHO Mpu JiedeHUU MenaHoMbl O6jokatopom CTLA-4 —
UIWIMMYMaboM. Y HEKOTOpbIX OOJIbHBIX, IOJy4YaBIINX
9TOT TperapaT, OTMEYaJIoCh IMPOTPECCUPOBAHUE C TIO-
SIBJICHWEM HOBBIX OYaroB, ¥ 3TUM TAllMEHTaM Teparus
npekpaiaiach. OMHAKO CO BpEMEHEM CTajlo OYEBUIHO,
YTO B psifie CIIydaeB OIyXOJb MOcje OYpHOU Mporpeccuu
HauMHaJIa perpeccCupoBaTh, a MHOTJA U TTOJTHOCTHIO MCUEe-
3ay1a. OCOOEHHOCTHIO UMMYHOTEPAITNU paKa SIBJISIETCS TO,
4T0 3(h(PeKT MOXET OBITH OTCPOUSHHBIM U TIEPEl TEM KaK
rpernapar moJeiicTBOBa, HAOJII0AaeTCsl TICEBIOTIPOTPEC-
cus omyxojii. BummMoe yBenumdeHue pazmepa OITyXOoJu
MOXET OBITh OOYCJIOBJICHO e€e WHMWIBTpaleil MMMYyH-
HBIMM KJIETKAMU W COIYTCTBYIOIIMM BocTiasieHueM. [1pu
MeJlaHOME OYary OMyXoJiv, U3HAYaIbHO He3aMEeTHBIE TIPU
00CNeIoBaHNM, YBEIMYMBAIOTCS B O00BEME, UYTO MOXKET
TPaKTOBAThCS KaK TMOSIBIIEHNE HOBBIX OYaroB.

Hcnonb3oBaHue OUOMapKepOB — HEOJHO3HAYHBIN
nporuiecc. JIyisi Mx ompeneieHusT HeoOXomuMa OCTYII-
HOCTb OITyXOJIEBBIX 00pa31IoB Il aHam3a. Kak mpaBuio,
9TO apXWBHBIM MaTepuasi, KOTOPHII OBLT B3SIT Ha JTarle
TMOCTAaHOBKY JTMAaTHO3a, PeXe TOCe TOJydYeHUs Tpera-
paTta yxe Ha JTane JiedeHus. B 3aBUCMMOCTH OT ajek-
BaTHOCTH 3a0opa, JIOKIN3auy (METacTaTUIeCKuii ovyar
WIN OMYXO0JIb) PE3YJIbTaThl MOTYT OBITh pa3InyHbl. Meta-
cTaTUdeckasi OImyXoJb MOXET CONIEpXaTh TeHeTHMYeCKue
abeppaiuu, OTINIHBIE OT TeX, KOTOPBIMU 00JI1aIaeT mep-
BUYHAS OIyX0Jb. Perpe3eHTaTUBHOCTD KJIETOK TIPU B3sI-
TUM Ouoricuu (IIEHTP WK Kpail OMmyXoJu, HAIMI1e CTPO-
MBI, «TOPSTYME» YYACTKM), KAYeCTBO MaTeprasa, TOUHOCTb
MeToJla M, KOHEYHO, MHTepIIpeTalns OnoMapkepa UMeIoT
KpaiiHe BaXXHOE 3HAUYCHUE.

OCHOBHBIM BOMPOCOM MpPU pa3zpadOTKe JII0OOro mpe-
rapata, He TOJIbKO B 00JIaCTU OHKOJIOTUM, SIBJISIETCS TIOUCK
uneanpHoi nenu. Heckonbko Jjiet Hazan HaunoHambHbIM
nHctuTyT paka CIIA mposen Oosblioe UCCIeIOBaHUE,
B KOTOPOM ObLIM OLIEHEHBI Oosiee 70 pa3IUYHBIX aHTHU-
TeHOB WJIN CTPYKTYp, TaK WJIN WHAYE aCCOIMMPOBAHHBIX
¢ omyxoJistmu. O1ieHKa TPOBOAMIIACH 1O PA3TMYHBIM TTapa-
MeTpaMm: TeparieBTudeckasi (hyHKIINSI, UMMYHOTEHHOCTb,
YPOBEHb OKCIPECCMM Ha HOPMAJBHBIX M OITyXOJEBBIX
TKaHgIX U ap. Ha ocHoBe 3TuX JaHHBIX ObLT pa3paboTaH
WHTETPATUBHBIN aJTOPUTM U BBIYUCIICH KyMYJISITUBHBIN
WHIIEKC, COTIIACHO KOTOPOMY TIOTEHIIMAIbHBIC MWIIICHU
OBLTM paHXXWPOBAHBI B COOTBETCTBUM WX TPUTOTHOCTHU
I Tepanuu. TakuM oO0pa3oM ObLT COCTaBJIEH PEWTUHT
Oosiee yem 70 aHTUTEHOB, HA OCHOBAHUM KOTOPOTO Ha-
yajia OCYHIECTBIIAThCS pa3paboTKa HOBBIX IPEIapaToB.
HexoTtopble aHTUTEHBI MOTYT UMETh XOPOIIYI0 UMMYHO-
TeHHOCTh, T. €. K HUM JIETKO 00pa3yroTcsl aHTUTeNa, Ha-
MpUMep aHTUTEHBI MeJJaHOMBI. HO Tipr 3TOM OHM MOTYT
SKCITPECCUPOBATHCS HE TOJBKO Ha OITyXOJIEBBIX TKAHSIX,
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HO ¥ Ha 3[0POBbIX KJIETKaX. DTO MOTEHIUATBHO OMACHO
B CBSI3U C BO3MOXKHOCTBIO KPOCCPEAaKTUBHOCTH WM Off-
target apdexrTa, Koraa TapreTHbIii mpenapaT MmoBpexaaeT
HE TOJIBKO OITyXOJIEBbIE, HO U 3I0pOBble TKaHU. OAUH U3
OCHOBHBIX MPUHLIMIIOB — «He HaBpeau!» — nomkeH o0sI-
3aTEeJIbHO YYUTHIBATHCS MPU pa3pabOTKe HOBBIX Mpernapa-
TOB.

Kak mpoxonut mouck onTuMaabHbIX TapaMeTPOB U 03
AHTUTEJI U151 KIMHUYEeCKUX UcciienoBaHnii? YTo KacaeTcs
dapmakonoruu, To papmMakoguHaMuKa U (hapMaKOKHUHE-
TUKA TaK U OCTAIOTCS KJIACCUYECKUMU METONaMU, U OHU
00513aTeIbHO OLICHUBAIOTCS MPU BbIOOPE 103bl. OMHUM U3
BaXKHEWIMX (hapMaKOJMHAMUIECKUX TTapaMETPOB SIBJISI-
€TCs 3aHATOCTh PELenTopa, T. €. MPONOPIIUS PELENTOPOB
Ha MOBEPXHOCTU, 3AHSTHIX MCCIEIyeMbIM IpernapaToM,
B TIPOIICHTHOM OTHOIIeHUU. [lToguepkuBasi 3HAYMMOCTh
9TUX (PAaKTOPOB, S OCTAHOBIIOCH HAa TaK Ha3bIBAEMOM
cayyae “TeGenero”, mo Ha3BaHUIO KOMIIAHWUM, pa3pa-
OoTaBlUIEll MHOTrOOOEIIAIOIINI Tpenapar, — aHTUTEJO
K peuentopy CD28, KOTOpblil 3KCIIpeccUpyeTcsl Ha JIUM-
dounTax. JJaHHOE aHTUTEIO BBI3BIBAET AKTUBALIUIO JIUM-
(GoUNTaAPHOTO 3BeHA U TEOPETUYECKU AOJKHO BBI3BIBATh
ycuJieHre UMMYHHOTO OTBeTa. B TPeKIIMHUYECKUX UCTTHI-
TaHUSX ObUIa MOKa3aHa 3HauyuTelbHasd 3(hGEKTUBHOCTD
3TOrO MpenapaTa B OTHOILIeHUH oryxoJieid. [TepByto dasy
KJIMHUYECKUX UCCIIEOBAHUI ObUIO PEIIEHO MTPOBECTU Ha
3[I0POBBIX 1OOPOBOJIbIAX. B MepBbIil AeHb UCCIeN0BaHUS
BCE MOJIyYUBLIVE MPEnapaT yYaCTHUKU Pa3BUIN XKU3HE-
yrpoxarouie cocTossHUs. [IpUunHONi JaHHBIX OCIOX-
HEHUI MOCIY>XWJIa TaK Ha3blBaeMasi [IUTOKUHOBAasE Oyps
(MM UMTOKWHOBBIA IITOPM), IIIOKOMTOAOOHOE COCTOSTHUE
B pe3yJbTaTte BbIPAOOTKM OOJIBIIOrO KOJIMYEeCTBA OUOJIO-
TMYECKU aKTUBHBIX CYOCTaHUMIA. DTOT cllyyail mociy-
XKWI IPUYUHON pacciieNoBaHus, B pe3yjbraTe KOTOPOTo
ObLTM W3MEHEHBI TpaBWa TPOBENCHUS KIMHUYECKUX
uccnenoBanuii I ¢asel. FDA BBITyCTHIO pyKOBOJCTBO IO
KJIMHUYECKUM HUCCIENOBAHUAM U1 (papMalieBTUYECKOM
OTpacyiu U IS Bpayel-uccieaoBaTesieil B LeasaX MpeaoT-
BpallleHUs MOJOOHBIX cUTyaluil B OymyiiemM. CTOUT 3ame-
TUTbh, 4TO uccienoBaHue aHTU-CD28-aHTuTeNa POBO-
JIAJIOCH 6€3 Cepbe3HBIX HAPYIIIEHUI U MO CYIIECTBYIOIINM
Ha TOT MOMEHT paBuiaM. [Ipemapat 6bUT MpOTECTUPOBAH
Ha XMBOTHBIX M HE BbI3BaJl HUKAKUX BOIIPOCOB B IJIaHE
TOKCUYHOCTU. B CBSI3M C 3TUM 51 XOUy YITIOMSIHYTb 2 METO-
J1a OLIEHKY TIEPBOHAYAIbHOM 103bI MTperaparta B KIMHUYE-
ckoM uccienoBanuu: Meron NOAEL — 5To BbIOOp 03B,
npu KOTOpoil He HabjomaeTrcss MoOOYHBIX 3(DdEKTOB,
u MABLE — meTon, Koraa mo KakuMm-au0o MpUYUHAM
0332, TIOJIyYeHHas B OSKCHEPUMEHTaX Ha >KUBOTHBIX,
OyZIeT HecormocTaBUMa ¢ 10301 I KIIMHUYECKUX UCClie-
JIOBaHU. DTO — BapUaHT BbIOOPA JO3bI, TPU KOTOPOIA Ha-
OyIt01aeTCsl MUHUMAJIbHBIA OXUIAeMbIi OMOJTOTUYECKUX
apdekt. Popmyna Xuiia IMO3BOISICT HAM OILEHUTH 3TY
03y TO 3aHATOCTU peuenrtopa U (papMaKoJIOrnyecKomn
akTuBHOCTU. OTMmeuy, uto miag aHTu-CD2§-anTuTena
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B MPUBEACHHOM TMPUMEPE 3aHITOCTh PELIENTOPa COCTaB-
nsna 80 % W, BO3MOXKHO, 3TO MOTJIO TTOCITYXXKHUTh MPUYI-
HOIt BbIpaxkeHHOU mobouHoi peakuuu. B mociaenyomem
IS KTMHUYECKUX MCClIeoBaHUI Oblla peKOMEHJI0BaHa
J103a, TIPU KOTOPOM 3aHSITOCTb PELIETITOPOB HE MpPEeBbIIIA-
et 10 %. TakuM 06pa3oM, pu BEIOOPE 103bI BCETNA OYEHD
BaXKHO OLIEHMBATh HE KaKOW-TO OAUH (hapMaKoJoruye-
CKMIi mapaMeTp, HO TaK>Ke BHUMATEJbHO MTPOBOJIUTD BECh
crnekTp (apMaKoJOrn4ecKnX UCCieI0BaHUIA.

BBeneHue aHTUTeN B KIMHUYECKYIO MTPAKTUKY U3MeE-
HWJIO CY1b0Y OUYeHb MHOTUX MallMEHTOB I€TCKOTO BO3pac-
ta ¢ Hb. Co3nmaBast aHTuTesNa, McCaeaoBaTe/ N MbITAINCH
HalTU aHTUTEH, KOTOPbI Obl COOTBETCTBOBAJ OMNpee-
JIEHHBIM MapaMeTpaM uiaeaibHoil ueau. Ha moBepxHocTu
knetok HB ObuL1 HalimeH AMCHUaIOTaHTJIMO3UJ aHTUTEH
GD-2. OH saBasieTcst uaealbHbIM aHTUTEHOM, TaK Kak Mo-
CTOSIHHO 3Kcnpeccupyetcs Ha kKiuetkax HbB. nsg MmHorux
KapLMHOM, B3pOCJIBIX OIyX0JIell aHTUTEeH HE MOCTOSTHEH,
OH MOXET MPUCYTCTBOBATh B Hauaje 3a00JieBaHuUs, a 3a-
TeM ucyesaThb npu peuuausax. B ciydyae ¢ GD-2-aHTu-
T€HOM OH MPHUCYTCTBYET BCEr/a, U €ro dKCIIpeccusl OYeHb
BbICOKA Ha Bcex KJieTkaX. EciiM aHTUreH MpUCYTCTBYET
B HEJIOCTATOYHOM KOJIMYECTBE Ha KJIETKE, TO BO3ACHCTBHE
JlaxkKe TapreTHBIMM TipernapaTtaMu He Bcerna 3(h(heKTUBHO.
Ponb GD2-aHTUreHa 10 KOHIIA HESICHA, CUMTAeTCs, 4TO
OH yyacTBYeT B NpuKperieHuu kiaetok Hb Kk maTpukcy.
Ho Haubonee BaxXXHbBIM SBJISIETCS TO, YTO 3TO OHKO(DETaTb-
HbI aHTUTeH. HeoOXoauMo moaq4epKHyTh, 4YTO 3TO OYEHb
BaXXHOE CBOWCTBO MiealbHOU 1enu. OHKODEeTaTbHOCTh
O3HAyaeT, YTO aHTUTEH 3KCIPECCUPYETCS B OCHOBHOM
B IIpoliecce nMepuHataabHoro pazputus. [Tociie poxneHus
9TOT aHTUTEH MPUCYTCTBYET B OU€Hb HU3KOM /103€ Ha Me-
pudepruecKux HelipoHax U B psijie y4acTKOB Koxu. Kak
MBI ceifuac MOHMMaeM, YPOBEHb 3KCIIPECCUM aHTUT€HOB
Ha 3J0POBBIX TKAHSIX MOXET OBITh PEIIAfOIINM IIPU BBI-
0ope TOro UM MHOro mpernapara. BIICHUIOCH, UTO Taxe
CcaMblii HU3KWI ypOBEHb 9KCIIPECCUU MHOTIA MOXET MPU-
BOJMTH K JIETaJIbHBIM MCXO0JaM TIPU UCITOJIb30BAaHUU TOTO
wim uHoro npenapata. GD-2 B 0CHOBHOM 3KCIPECCUPY-
ercst Ha HbB, HO Takke ObLJIO MOKa3aHO, YTO MeJIaHOMa,
capKoma MSITKMX TKaHe! 1 1axke B3pocble paku (pak Jier-
KOTO, paK MOJIOYHOM kene3bl) akcnpeccupyioT GD-2 Ha
TOM WU UHOM YPOBHE.

Awntutena k GD?2 BriepBble ObUTH pa3paboTaHbl JOKTOPOM
H.K. Yenrom. [IpuMep aKTUBHOCTU aHTUTEN — MPOSIB-
JIEHWE LUTOJUTUYECKON aKTMBHOCTU C MCMOJb30BaHU-
€M aHTUTEeJIO-3aBUCUMON WJIM KOMILJIEMEHT-3aBUCUMOM
LIUTOTOKCUYHOCTU C y4acCTUEM Pa3IMYHbIX KJIETOK MME-
JIOUHOTO psifa, MakpoaroB, HaTypaJibHbIX KUJUIEPOB.
Takzke 3TO aHTUTENO ObUIO UCTOJB30BAHO IS CO3MaHUS
oucrenUIeCcKUX aHTUTE W TEHETUYECKU MOAUGU-
LIMPOBAHHBIX JUMQOLIMTOB, SKCIIPECCUPYIOLINX Ha CBO-
eil MOBEpPXHOCTU XWMEPHbIE AHTUTEHHBbIC PELENTOPbI.
3HaKOBOE UCCIENOBaHNUE, IPOBEJEHHOE OHKOJIOTHUYEe-
ckoii rpynmoit B CIIIA, yeTko mokaszano, 4YTO BBEAEHUE
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B TepaneBTUYECKUl mpoTokoa aHTu-GD2-aHtuten 3Ha-
YUTEJBHO TMOBBIIIAET BBDKMBAaeMOCTh y aeteil ¢ Hb He-
OnaronpusTHO rpynIibl pucka. OnbIT 6oJiee yeM 25-71eT-
HEro MCIOJb30BaHUSI 3TUX aHTUTEN IMOKa3ajl, YTO Jaxe
MalUEeHTHI B TPYIIIE YABTPABbICOKOTO PUCKA MOTYT UMETh
IIAHCHI HA U3JIeYEHUE.

Hcropus Havanack ¢ MbliMHbIX aHTUTEN 3F8. Hanbo-
Jiee UIMPOKO B HACTOSIIIEE BPEMSsI UCTIONb3YIOTCS XUMeEp-
Heie anTutena Chl4.18 u rymanusupoBaHHbie 3F8-aHTH-
Tena. Ho kak MOXHO yCWJINTB UX aKTUBHOCTB? 17151 3TOTrO
CYIIIECTBYET MHOTO CIIoco00B. Kitaccuueckoe aHTUTENO,
Takoe Kak UMMYHOIJIOOYIUH G, MOXHO KOHBIOTUPOBATH
C paavou30TONaMU, LIMTOTOKCUYECKUMU JI€KapCTBaAMU,
KJIETOYHBIMU SIAaMU WA HIUTOKUHAMU. TakKe UCTOJIb3Y-
I0TCS bucTielupruyecKre aHTUTe1a, MUHU-TEIA U XUMep-
HbIE AHTUT€HHbIE PELETITOPHI.

Wpes co3maHusg WMMYHOKOHBIOTATOB-PAIUOU30TO-
OB OCHOBaHA Ha OXWIAEMOM JOMOJHUTEIbHOM MPOTHU-
BOOITyX0JIeBOM 3D deKTe 3a CYET MeXaHU3Ma MepeKpecT-
HOTO BO3AeHCTBUSA. JIJIsi MIOHU3UPYIOLIETO U3TYyYeHUS HET
pasHUIbI, Ie MPUKPENUIOCh AHTUTENO, — MPSIMON LU-
TOTOKCUYECKUI 3DdEKT, a Takke UHIYLIUPOBAHHBIE pa-
MUale MEeXKJIETOUYHBIE MPOAONTOTUYECKUE CUTHAIIBI
HaOJII0IAl0TCS B Pa3HBIX HaIpaBieHUsIX. B oHKomornue-
ckoM 1eHTpe MSKCC 5T aHTUTeIa UCTIONB3YIOTCS MPU
caMoM pedpakTepHOM K JieyeHuo Buae Hb — peunnu-
BE OIMYXOJIM B O0JIACTU LIEHTPAJTbHOU HEPBHON CUCTEMBI
(LHC). Uctopruecku Takrie 00TbHbBIE UMEIU TTPOTOJIKU -
TEJIBHOCTh XU3HU MeHee 6 Mec, HECMOTPST Ha UCTIOIb30-
BaHUeE JIIOOBIX METOMIOB JICUEHUST — XUPYPIUU, paIroTepa-
Muu, XUMUAOTEpanuu. Y uccienoBatesaeil BOSHUKIIA UIes
ucnonb3oBath 3F8- u 8H9-aHTUTENa, KOHBIOTMPOBAH-
HbIE C PAAMOAKTUBHBIM OIOM, BBOJISI UX MHTPATEKAIBHO.
HccnenoBanue ObIJI0O MPOBENEHO HA MEPBOM KOTOPTE U3
21 manumenrta. OOIIas BBDKMBAEMOCTb COCTaBWIa OoJiee
50 % npu ncropuyeckoii BekuBaeMocTu 0 %, 1 oHa oKa-
3aj1ach JIOJTOCPOYHOI, T. €. cocTaBuia 6ojee 5 neT. Ceii-
yac HakoruieH 0osee yeM 10-1eTHUI OMbIT UCTIOIb30Ba-
HUS 9TUX aHTUTEN] U BBISICHWIOCH, YTO OHU O€30IacHBI
U HE UMEIOT TOOOYHBIX OTCPOUYEHHBIX 3(PDEKTOB.

OQHUM U3 OCHOBHBIX MPEUMYIIIECTB UHTPATEKAIbHO-
TO BBEACHUS SIBJISIETCS TO, YTO BO3MOXHO TOCTUYb JIO-
BOJIBHO BBICOKOI KOHLIEHTPALlUU TTperapara B 3aKPbITOM
MPOCTPAHCTBE, OTPAHUYEHHOM TeMAaTOHIIEe(haTUIECKUM
0apbepoM, KOTOPbINi HEMPOHUIIAEM I MOHOKJIOHAJb-
HBIX aHTUTeN. CHIXKEHUE CKOPOCTU DKCKPELINU, KIIUPEH-
ca antuten u3 npoctpaHctsa LITHC takxke cozgaet onTu-
MaJIbHBIE YCTIOBUS JUISI BO3ACHCTBUS AaHTUTEN HA OITyXOJIb.

bucneuuduyeckue aHTUTENa — 3TO OAHO U3 TEP-
CTIEKTUBHBIX HAMpaBJIeHU MMMYHOTEPATUU. AHTUTEIIO
TMIOMUMO OCHOBHOW 4acCTH, PACIO3HAIOLIEH OITyXOJIEBbII
AHTUTEH, UMEET U BTOPOM KOMIIOHEHT, KOTOpBIN pac-
Mo3HaeT aHTUreH Ha uMmdorure (Hanpumep, CD3). bia-
rojapsi 3TOMy, OTHO U TO € aHTUTEJO CBSI3BIBAETCS KakK
C OIYXOJIbIO, TaK U C IUM(POIUTOM, (GDU3NIECKU COTTOCTAB-
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JNETCKOU

HOAro

JISI KJIETKY-MUILIEHb U UMMYHHBINA 3ddexrop. Takum
00pa3oM, B pe3yabraTe HEMOCPEACTBEHHOTO KOHTaKTa
OCYILIECTBIIIETCS LUTONUTHYecKoe aelictBue. MHTepec-
HO, YTO IUTOTOKCUYHOCTh OUCTICIM(PUIECKUX aHTUTEI
TIPOSIBIISIETCST TIPW KpaliHe HU3KUX KOHIIEHTPALIUSIX: YXKe
npu GEeMTOMOJIIPHBIX KOHUEHTPALUSX in vifro morubda-
et 6ojiee 50 % KJIETOK OIMyXoju. BaxHO, 4TO aKTUBALIMS
T-kJIeTOoK O4YeHb crenu@uyHa U TPOUCXOAUT TOJIBKO
B MIPUCYTCTBUMU OITyX0JIU. To €CTh TPU OTCYTCTBUU OITyXO-
JIEBOU KJIETKU aHTUTEJO HE BIMSIET Ha aKTUBALIUIO JIUM-
(bo1TOB, KaK 3TO MPOUCXOAUT IIPU OMBAJIEHTHOM CBSI3bI-
BaHUU OITYXOJIEBOTO aHTUTEHAa M UMMYHOKOMITETCHTHOM
kJ1eTKU. bucnenudnyeckre aHTUTEA YXKe BOIILTA B KJTU-
HUYECKUE UCCIEIOBAHUS.

Cpenu HEIOCTaTKOB AHTUTEJI CTOUT OTMETUTh UX Iac-
CUBHOE OuopacripeaeieHue. B ominyre ot MHTpaTeKaib-
HOTO BBEICHUS, 3TOT IPOILECC CIOXHO MPOKOHTPOJIM-
poBaTh TIpM BHYTPUBEHHOM BBeleHWU. PacripenencHue
aHTUTEJIa B paMKaX KOPOTKOTO MEpUOAa XU3HU MPOUC-
XOJUT OBOJBHO OBICTPO U 3aBUCUT OT MEXaHU3MOB UM-
MyHHOTO OTBeTa. Ellle OMHUM HEOOCTaTKOM SIBJISIETCS
00s13aTeIbHOE HAIMYME KJIIETOK-UMMYHHBIX 3((EKTOPOB,
KOTOPBIE OCYIIECTBIISIIOT AHTUTE0-3aBUCUMYIO [TUTOTOK-
CUYHOCTb.

MHorue Oelku B OpraHU3ME HUMEIOT TEHICHLUIO
K AuMepusaluy (KJIacCUYeCKUe WMMYHOTJIOO0YIUHBI)
IUISL OCYILECTBJICHUSI CBOEro NeucTBus. Jumepusanus
TTOBBIIIAET CUJTY CBS3bIBAHUS U IJTUTEIBHOCTD X HAXOX-
neHud y muilieHu. Hekotopeie aHTUTeNa (B YaCTHOCTH,
Tak Ha3biBaeMble BITE) coctosT TOMBKO U3 4acTu KJiac-
CUYECKOTO aHTUTeNa (aHTUTEeH-PACMO3HAIOIIE 4YacTu),
OGnaromaps 4emy MX pa3Mmep IOBOJbHO Mas (IIPUMEPHO
15 ThIC. JATBTOH). DTO MPUBOIUT K TOMY, YTO TAKUE AHTHU-
TeJla SKCKPETUPYIOTCI U3 OpraHru3Ma MoYKaMy B TEUEHUE
HECKOJIBKMX YacOB. DTO AUKTYET HEOOXOIUMOCTh HEeIpe-
PBIBHOTO (MHOTIAa B TeUEHWE HEJeIb) BBEACHUS Mperapa-
Ta. XapaKTepHbIM MPUMEPOM SIBJISIETCS OJIMHATYMOMAO.
DTO KpaliHe HeymoOHO — OOJBHOU MOMKEH IUTEIbHO
HaXOIUTHCSl HA HETIPEPBIBHOM MH(GY3UH TperapaTa B yc-
JIOBUSIX CTauMoHapa. YToObl pelliuTh 3Ty MpoOaeMy, 1uc-
MOJIB3YIOT MPOLIECCHI MYJIBTUMEPU3ALMN, KOTAA O00IbII0e
KOJIMYECTBO MUHU-TEN COCIUHSIETCS B ONHY LieMb, YTO
3HAYUTEJIBHO 3aMelJIsSIeT UX SKCKPELUI0, U OTU aHTUTE-
JIa TOBOJIbHO JOJITO HAaXOASITCS B OpraHuU3Me, He Tpelys
TPOJITICHHO MH(Y3UH.

Knetounass uMMyHOTepamusi € UCIOJIb30BaHUEM
XUMEPHBIX aHTUTEHHBIX PELENTOPOB IMPOU3BEJa PEBO-
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JIIOLMIO B UMMYHOTEpANMKU U ObUIa Ha3BaHA XXYpPHAJIOM
Science «IIpopbsiBoM roma», rocijie Toro, Kak Obljia Mo-
Ka3aHa BO3MOXHOCTb H3JIEYEHUS PELUIUBOB JIEHKO3a
Y B3pOCIIbIX U AeTeil. Eciii Mbl BHOBb 0OpaTUMCS K CTaTbe
D. Hanahan u R. Weinberg, To yBUIuM, 4TO OTHUM U3 OC-
HOBHBIX CBOVCTB OITYXOJIU SIBJIIETCS] YCKOJIb3aHUE U3-T10]
VMMYHHOTO KOHTpOJsi. Mcnoib30BaHME XUMEPHBIX pe-
LIENTOPOB MO3BOJISIET HAM OJIOKMPOBATH 3TOT MEXaHU3M.
CylIecTBYIOT 2 OCHOBHBIX MeXaHU3Ma ycKoyib3aHus. Ot-
CYTCTBUE WIN CHUXeHUe skcnpeccuu monekya HLA I Be-
JIEeT K TOMY, 4TO T-KJI€TKM HE MOTYT paclio3HaTh aHTUTEH,
MpeacTaBAeHHBIA BHe pamok kKomruiekca HLA. [dpyroit
MEXaHWU3M 3aKJII0YaeTCsl B TOM, YTO OITyXOJIEBbIe KJIETKU
MepecTaloT SKCIPEeCCUPOBaTh PELENTOPHl AKTHUBALWU.
Kaxk u3BecTHO, I akTUBAUMU JUM@POLUTa HEOOXOAU-
MO 2 CUTHaJja: MepBbIii — 3TO pacno3HaBaHUE aHTUTEHA
U BTOPOH — KO-CTUMYJUPYIOLIEE BO3ACHCTBUE pELIEI-
TOpoB, Takux kak CD-28 u ap., KOTOpble aKTUBUPYIOT
Jumdonnt. Eciu BTOpoW CUTHAT OTCYTCTBYET, KJIETKa
CTAaHOBUTCS TOJIEPAHTHON U 3TO enle OOJIbIle yCyTryoIsieT
VMMYHOCYIIPECCUIO, BBI3BIBAEMYIO OTTYXOJIbI0. XUMEPHBIE
peLenTophl MO3BOJISIOT 00OMTH 3TU MEXaHU3MBbI, TaK KaK
colepxXar B CBOEM COCTaBE W aHTUTEH-PACMO3HAIOLIYIO
YacTb W YacTh, COOONIAIOIIYI0 aKTUBUPYIOIIUNA CUTHAIT
BHYTPb KJIETKU. [{J11 aHTUTeNIa Xe He MPeACTaBsIeT pas3-
JINYUS, TIPEICTABIICH JIM aHTUTEH COBMECTHO C KOMILUIEK-
coMm coBmectuMoct HLA-Momnekynbl uiu HeT. Takum
obpa3zoM, XuUMepHbI perenTop 3GGEKTUBHO (Takxke
KaK W aHTUTEJIO) PAClO3HAEeT aHTUTEH U OJTHOBPEMEHHO
AKTUBUPYET IUM@POLUT, Oy1aronapst 0COOEHHOCTIM CTPO-
eHusd peuentopa. MHOTrOYMCIEHHBIE WCCIEN0BaHUS,
B OCHOBHOM Y OOJIbHBIX JIEKO3aMU, MPOJEMOHCTPUPO-
B GoJblyt0 3(GEKTUBHOCTh 3TOTO BUAA UMMYHO-
tepanuu. ClOXHeEe OOCTOMT CUTyalMs C COJUIHBIMU
omyxojigmu. [IpoBoauMble HUCCleq0OBaHUS TTOKa HE MPO-
JEMOHCTPUPOBAIN 3HAYMMBIX PE3yJIbTaToOB. Tak, Mpu uc-
cnenoBanuu HB y neteit, u3 19 naunreHToOB ObLIN MOJTyYe-
HbI PEMUCCUHU TOJIBKO B 3 citydasix. [1oaToMy roBoputh 00
3(bGhEKTUBHOCTUA JAHHOUW Tepanuy MPU COTUAHBIX OIy-
XOJIX MoKa paHo. B Hacrosiee Bpemsi pa3padaThIiBalOT-
csl HOBBIE, 60JIee CIIOXHBIE KOHCTPYKIIUUA XUMEPHBIX pe-
LIENTOPOB TS TOTO, YTOOBI YIYUIIUTh UX 3P (PEKTUBHOCTD
1 6e30MacHOCTb.

B 3akimoueHue s xo4y ckKazaTh, YTO MOJABJISIONIEE
OOJIBIIIMHCTBO KJIMHWYECKUX UCCIEOBAHUI B OHKOJIOTUU
BKJTIOYAIOT U OYIyT BKJIIOYATh B Ce€0S1 UMMYHOTEPAIEeBTHU -
YECKUI KOMITOHEHT.
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MLL-HeramusHada ocmpada numdobnacmuasn neilkemus
Yy MnageHueBs. KnuHuYyecKue xapakmepucmuku U BO3MO¥KHOCMU
onmumMu3ayuu xumuomepanuu
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MLL-necamusnas (mixed lineage leukemia (MLL), neiikemus u3 cmewanHvlx aunuil) ocmpas aumgoodsacmuas aeikemus (OJJI),
OJuaeHOCMUpoBaHHas @ nepebwlii 200 JcU3HU, seasiemcs peokum coovimuem. Hecmomps na mo, umo maadenueckas OJIJI wacmo aeasiemcs
amanvHbiM 3a001e6aHUEM, He ObLAI0 0NYOAUKOBAHO cmamell no ucxodam maadenueckoii M LL-neeamusnoii OJ/IJI. Hacmosuwee uccaedo-
8aHUe npedcmasanem KAUHUMECKYH XapaKkmepucmuky u ucxodst y 60 nayuenmos ¢ M LL-neeamusroii maadenueckoii OJIJI, noayuasuiux
AedeHue no pasaudHelX eapuanmam npomokonoe Mockea—bepaun (MB), coenacho pexcumam xumuomepanuu co CHUNCEHHOU MOKCUUHO-
cmovto. MLL-neecamuenas OJIJ1 y demeii 6 603pacme maaduie 6 mecsuyee Ha MOMEHM NOCMAHO8KU OUACHO3a XaPaKmepu3o8anacs 60AbUUM
YUCAOM NeUKOUUMO8 8 hepugepuyeckoil Kposu, cnieHomezanueil u npeobaadanuem degouex 6 cpagneruu ¢ OJ1J1 y demeii 6oaee cmapuieeo
sospacma. Heyoauu 6 undykyuu ecmpeuanucs y 3,4 % cpedu eceii epynnol NayueHmos, 4mo 3HA4UMO He OMAUYAL0Cs OM NoKa3amenei
y demeii maaduie 6 mecayeé u 6 unmepesane om 6 do 12 mecsyes. beccoovimuiinas (BCB) u oowas (OB) éviocusaemocms éceil epynnot na-
yuenmos ovina 62 = 7 % u 59 £ 7 % coomeemcmeenno, npu smom peyuousuposanu 28,7 % nauuenmos. O0HAKO KoAUHECMBO Peutouso8
0bL10 3Hauumo eviue npu MLL-necamuenoil maadenuecxoii OJIJ1 y nayuenmos maaduie 6 mecsaues 6 CpasHeHUU ¢ ePYNNoLl NAYUEeHMO08
cmapuie 3moeo éo3pacma (Kymyasmuenas 0oas cocmaguaa 60,7 = 16,5 % npomue 19,1 = 6,7 %; p < 0,005). bCB u OB y nayuenmog
¢ MLL-necamuenoii maadenueckoii OJIJI 6biau 3nauumo xyxuce 6 cpasnenuu ¢ bonee cmapuieil o3pacmoil epynnoii (bCB — 10 = 9 %
npomue 79 £ 7 %). Jleuenue coenacro Ho8bix peucumos 6 npomokone MB 3nauumo yayuwaem pe3yaomamol gcell epynnvl U 8 0COOEHHOCMU
Y nayuenmos 6 go3pacme maaouie 6 mecsye Ha MOMeHmM NOCMAHOBKU OUACHO3A.

Karuesvie caosa: ocmpas aumehoonacmuas neikemus, MLL-nepecmpoiika, MLL-necamusnas maadenueckas netikemus, UHMEHCUBHAS
nOAUXUMUOMEPANUS
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MLL-negative (mixed lineage leukemia — MLL) acute lymphoblastic leukemia (ALL) diagnosed in the first year of life is rare. Although
infant ALL is often assumed to be fatal, no studies have been published on outcome of MLL-negative infant ALL. The present study reports the
clinical characteristics and outcome of 60 patients with M LL-negative infant ALL treated with the series of Moscow-Berlin (MB) protocols,
a regimen with reduced chemotherapy. MLL-negative ALL by infants with age < 6 months at the diagnosis was characterized by a higher
white blood cell count, splenomegaly and prevalence of girls compared with older infants. Induction failure rate was 3.4 % for the whole group
of patients and was not significantly different between infants with less or more 6 month old. EFS and OS for the whole group of patients were
62 % 7 % and 59 = 7 % with relapse rate of 28.7 %. But relapse rate was significantly higher in MLL-negative infant ALL patients with age <
6 month compared of that of pts with age > 6 month (cumulative incidence was 60.7 = 16.5 % vs 19.1 = 6.7 %, p < 0.005). EFS and OS of
MLL-negative infant ALL patients were significantly worse compared of that for the old infants (10 £ 9% vs 79 £ 7 % for EFS). The treatment
according new M B regimens significantly improve the outcomes for the whole group and also for children with < 6 months age at the diagnosis.

Key words: acute lymphoblastic leukemia, MLL-rearrangement, M LL-negative infant acute lymphoblastic leukemia, multiagent intensive
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AKTyaJIbHOCTh

Octpasg mumdobmactHas aeiikemust (OJ1JI) moBoixbHO
pPEeIKO BCTpevaeTcs y eTeit B BO3pacTe 10 rofa, Ho JeHKe-
MWU SIBJISTIOTCSI BTOPBIMH T10 YaCTOTE TIOCIe HEMpoOIacTo-
MBI 3JIOKAUeCTBCHHBIMU 3a00JIcBaHUSIMHU y MJIAJCHIICB.
IIpu atom cinyuan OJIJI y minageHiieB coctasisiior 3—4 %
BCEX CJlyyaeB 3TOro 3aboJieBaHus B 1€TCKOM Bo3pacte [1]
n ripuomsuTesbHo B 10 % y mereii 1o roma HabJII0IaeTCst
OJIJI. B 45 % cnyyaes OJIJI y mianeHiieB 3a00JeBaHme
JIMAarHOCTUPOBAJIOCh B IIEPBbIe 6 MeCSLEB I10C/IE POXKIE-
Hud [2, 3]. Kmuanuecku OJUJI y geteit mo roma xapakre-
pU3yeTCsT TUIIePICHKOLIMTO30M, TeIaTOCIICHOMEeTaIei
M BBICOKOU 4aCTOTOM IMOPaKeHUs LIEHTPAJIbHON HEPBHOM
cuctembl (LHHC). XapakTepucTuKM, CBSI3aHHBIE C OCO-
OCHHO TUIOXMM IIPOTHO30M, BKITIOYAIOT BO3PACT MJIAMIIIE
6 MecsleB HAa MOMEHT IIOCTAHOBKU [IMArHo3a, Iiepe-
crpoiiky MLL-renoB, CDI10-(heHOTUIT OIyXOJEeBBHIX
KJIeTOK Y MHULMAJIBLHBIN TunepieiikouuTos [1, 2, 4, 5].
IIpucyrctBue MLL-niepecTpoiiku sIBsI€TCS caMbIM 3Ha-
YUTEJBbHBIM, HE3aBUCUMBIM (PaKTOPOM HEOJIarompusIT-
Horo ucxona [6—10], mpu 3TOM BTOPBIM 10 3HAYMMOCTH
HeOJAaroONPUATHBIM TIPU3HAKOM SIBJISIETCS] BO3pACT MJlall-
me 6 mecsiueB. beccoObituiiHast BeikuBaeMocTh (BCB)
wiageHnes ¢ OJIJI, momyJaBIIMx CTaHOAPTHYIO XMMHUO-
teparmio (XT), BKIIoUass OTHOCUTEIBHO HOBBIE PEXUMEBI
MHTEHCUBHOI MHOTOKOMITOHEHTHOI1 X T, BappUpyeT B a1~
arasone ot 25 1045 % [2, 3, 11, 12].

Oco0cHHO MHTEPECHBIM IIPEACTABIISICTCS TO, UTO TIe-
pectpoiiku 11g23 obHapyxeHbl B 6osee yeM 70 % Bcex
cyJacB MIIaIEHYECKOM JeiikeMuu, Oymb TO (PEeHOTHUIT
ocTporo MmenonmHoro jaeiikoza (OMJI) mwm OJIJI [1].
B HekoTOphIX ciaydyasx MJaaeHYeCKUX JIeHKeMuil Ha mo-
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BEpXHOCTH 3JIOKAYECTBEHHBIX KIIETOK B3KCIIPEeCCHpOBa-
JINCh AaHTUTEHBI KaK JTUMOOUIHON, TaK M1 MOHOILIMTOMI-
Ho# muHIM 1 GepeHIIMPOBKI, UTO YACTO OIPEALIISIOCH
Kak ocTpele OmdeHoTunmyeckue neiikemun (Obull).
I[Ipu >TOM y MJameHIIeB, ¥ KOTOPHIX IHUArHOCTHUPOBA-
nmacs nmeHHo OJIJI ¢ mepecTpoiikamu B obmactu 1123,
HaOIIFOIAjICI 0COOCHHO TUIOXOM MPOTHO3 10 CPaBHEHUIO
C IpYrMMU BapUaHTaMU IE€TCKOI JielikeMuu [6]. AccoLira-
g epectpoek 11923 ¢ OJIJI, OMJI mm ObulJl saensercs
YHUKAJIBHOM, ¥ KaK OOJIBITMHCTBO IPYTHX XPOMOCOMHBIX
abeppalvii OHU CBS3aHBI C JCHKEMHMSIMHA KOHKPETHOTO
TeMaTOIIO3TUUYECKOTO MPOUCXOXKIACHMS. DT HAOIIOICHUS
¥ TIpMBeNIN K Ha3BaHUIO «mixed lineage leukemia (MLL),
JIEUKeMUs M3 CMEIIaHHBIX JIMHUI» IIJIT TeHOB, y4acTBY-
IOIUX B ITaTOTeHe3e 3a00JIeBaHMUsI, KOTOPBIC JIOKAIM30-
BaHbI B obsacti 11g23. Heobxoamumo mogq4epKHYTh, YTO
xoTss MLL-niepecTpoiiku SIBJISIFOTCSI 4aCThIM COOBITUEM
y MJIaJICHIIEB C JIEKeMUeil, HO OHM HaOJII0IAI0TCsI JAIEKO
He B 100 % cnyuaeB. MLL-HeratuBHbie (hOPMbI MIAZEH-
YeCKOM JIeMKeMUU MPeaCTaBIsIOT COO0M TakxKe OTAeIb-
HYIO 1 3HAYMMYIO OIS0 00MbHEIX. McciemoBaHmst
3(GEKTUBHOCTU TEPANIEBTUUYECKUX ITPOTOKOJIOB MMEHHO
B TOU ITOATPYIIIE MPAKTUISCKHU HE TTPOBOIMIINCE.

B cBg3u co BceM BhIeckazaHHBIM B 2005 T. BHYTpH
OCHOBHOT'O POCCHICKOTO mcciemoBanus «MockBa—bep-
muH» (MB) Obl1a BIIEIeHA TpyIIIIa AeTell 10 roma, CTpa-
nparommx OJIJT n nmeromux nepectpoiiku MLL. JIns Hux
Ha ocHOBe Tipotokosa ms nedeHust OJIJI y geteit 1 mom-
poctkoB OJIJI-MB-2002 mis Tpyrmsl IPOMEXYTOYHOTO
prcKa OBIJIO OpraHM30BaHO uccienoBanue “MLL-Baby”,
LIEHTp KoToporo HaxoauTcsd B ExarepuHOypre u ocoOeH-
HOCTBIO KOTOPOTO SIBJISTIOCH BKITIOUCHHE B TEPAITHIO TIpe-
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napaTta TpaHcpeTuHoeBoil kKuciaoTel — ATRA. Bce netu
IO Tofa He3aBUCHUMO OT APYTUX XapaKTePUCTUK CTPATH-
GUIMpOBaINCh B TPYIITY IIPOMEKYTOUHOTO prcKa. B aTo
uccaepoBanue ¢ 2005 . O6bIM BKIOYEeHBI Bce MLL-mo-
3UTHUBHEIC M HEKOTOpas 9acTb M LL-HeraTUBHBIX CITydacB
JIEWKEMUH IO TojIa.

B 1O Xe Bpems B 6a3e JaHHBIX OCHOBHOTO MCCIE-
noBaHuss MBb, HauuHasg c¢ 1991 . 3aperucTpupoBaHO
60 ciayyaeB MLL-HeraTUBHOI JeiKeMUN Y MJIAIEHIIEB,
IIe TeM He MeHee TPUMEHSUINCH KJIaCCMYeCKUe IPOTO-
konbl cepuu Mb — ot ALL-MB-91 no ALL-MB-2015.
YuuteiBast 00IBIION ITPOTPece MO ONTUMMU3AIIUN TePaITI
3a TocjiegHue 25 JIeT B 9TOM OCHOBHOM MCCJIeIOBAaHUU
[11, 13, 14], npeacTtaBisijio OOJBIION MHTEpPEC MpoaHa-
JIM3UPOBATh PE3yIbTaThl HAIlleil pabOThl MMECHHO Y 3TOU
0c000i U MaJIOYUCIAEHHON TpyMNmbl 0oibHBIX. [ToaTOMY
LIeJIbI0 TAaHHOI CTaTbU SIBJSIETCS aHAJIM3 HCXONOB Jie-
YyeHUs1 U BbIKMBaeMoCcTH y MLL-HeraTuBHbIX OOJbHBIX
B Bo3pacTe muiaiiie roaa, crpagatoriux OJIJI.

MarepuaJjibl 1 METOAbI

Iayuenmot

B ananu3 Bxoauiau 60JbHBIE, €CJIM OHU COOTBETCTBO-
BaJIN CJICAYIOIINM KPUTEPUSIM BKITIOUEHMSI:

1. Iuarnos OJIJI.

2. Bozpact Miaaiie roga Ha MOMEHT MOCTAHOBKHU TU-
ar’osa.

3. OtcyTcTBHE KaKMX-JTUOO MEpecTpoeK B 00JacTH
11923 (MLL-HeraTuBHas JeiiKeMus1) B cliydae MpoBeje-
HUST MOJIEKYJISIPHO-TE€HETMUYECKOTO aHaJn3a.

4. OrcyrctBue TpaHcaokauu 9;22(Ph* ALL).

5. Jleuenue OonbHBIX MO mpotokosam ALL-MB-91,
ALL-MB-2002, ALL-MB-2008 u ALL-MB-2015.

Bcero Takum obpa3zoMm B aHanu3 Bouuid 60 GOJIbHBIX
n3 22 KIMHWUK, COOTBETCTBYIOIIWX OIMMCAHHBIM BBIIIE
KpuTepusMm BkitodeHust. M3 nux 11 (18,3 %) mosaydanu
nporokosn ALL-MB-91, 16 (26,7 %) — ALL-MB-2002,
23 (38,3 %) — ALL-MB-2008 u 10 (16,7 %) — npoToKoj
ALL-MB-2015. ITpu 3TOM MONEKYJISIPHO-TEHETUYECKUIA
aHaJu3 ObLT MpoBeaeH Gojice yeM y 70 % GOTbHBIX.

Jluaenocmura u onpedenenue coovimuii

JuarHoctuka OJIJI mpoBoauiach BO BCeX Clydasix
OOIIETIPUHATHIMU METOIaMM ITyTEM ITUTOJIOTUIECKOTO
U UUTOXMMUYECKOTO MCCIEIOBAHUIN Ma3KOB KOCTHOTO
mo3ra (KM) c mopdosnornyeckoil OLeHKON COMTacCHO
kputepusiMm  Opanko-AmepukaHo-bpuranckoit (FAB)
rpynmsl. uarno3 OJUI craBusica npu Haiuuuu Oosee
25 % mamdobnaactoB B KM. UMMyHODeHOTUTTMPOBaHME
JIEMKEMUUYECKUX KJIETOK ObLIO BBIIOJHEHO Y 49 (81,7 %)
13 60 MaeHToB, COTTACHO CTaHAAPTU3UPOBAHHBIM ITPO-
neaypaM. {narHo3 MHUIIMATIBHON HelpoelikeMun ycTa-
HaBJIUBAJIN MPU CAEAYIOIINX MOKA3ATENSIX:
— Hajuyue 0JaCTHBIX KJIETOK MPU IUTOJOTUYECKOM UC-
cJIeI0BaHUM JIMKBOPA IIPU LIUTO3¢ 5/MM> 1 0oJIee;

TEMATOJIOTMM u OHKOJIOT MU

— HaJuyue napajuya 4epermnHo-MO3TOBbIX HEPBOB JaXe
MpU OTCYTCTBUU OJIACTHBIX KJIETOK B JIMKBOPE U OTCYT-
CTBUM BHYTPUMO3TOBOTO 00pa30BaHUS MO JAHHBIM KOM-
MBIOTEPHOI TOMOTpaduu;

— BBISIBJICHUE OIYXOJIEBBIX OOpa30BaHUl B TOJOBHOM
MO3T€ U B MO3TOBOI 000JI0UKE MPU MOMOIIU UHCTPYMEH -
TaJIbHBIX METOAOB O0CJIETOBAHUS.

Pemuccuto auarHocTUpoOBaJIM TIPU  OOHAPYXKEHUU
B KOCTHOMO3IOBOM ITyHKTaTe He Goiyiee 5 % O61aCTHBIX
KJIETOK MpU TMOJUMOP(PHON LUTOIOTUYECKON KapTUHE
KM, HOpMaibHOM aHajW3e KPOBU U JIMKBOPA U OTCYT-
CTBUU DKCTpaMEeAyJUISIPHBIX TPOSIBJICHU JIefiK03a.

M30mupoBaHHBI KOCTHOMO3TOBOU pELUUIUB PETU-
CTPUPOBAJIU MPU HAJTMYMU TIO KpaiiHel mepe 25 % M-
dobmactoB B KM 6e3 mpu3HaKoOB 3KCTpaMenyUISIPHOMN
JleikeMuyeckoil nH@uabTpaiuu. B cinyvasix ¢ mokaszaH-
HOUM 3KCTpaMeny/UISIPHOU JeliKeMU4ecKoil MHMUIbTpa-
Mel KOMOMHUPOBAHHBI KOCTHOMO3TOBOW PELUINB AU -
arHOCTUPOBAIM TPU HaTmuuu 6osiee 5 % aumdbobaacToB
B KM. M30mnpoBaHHBII 3KCTpaMeny/UISIPHBIA peluInB
YCTaHABIVBAJIU TPU HAJIMYUU KIMHUYECKUX DKCTpaMe-
TYJUISIPHBIX TIPOSIBICHU JIeHKEMUU U OTCYTCTBUU JIeHiKe-
mudeckoit nHwisrpanuu (< 5 % mumdobdiactos) B KM.
HuarHo3 HelpopeluanuBa YCTaHABIUBAIU TPU TOSIBIIE-
Huu npuszHakoB nopaxeHus LIHC (xpurepun aHanoruy-
HBbl KPUTEPUSIM WUHUIIMATIBHOU HeWpojeikeMun) mocsue
KOHCTaTallud PEMUCCHUH.

ITauueHThl, HEe JOCTUTIIINE PEMUCCUU K KOHILY MHAYK-
LUOHHOM Tepanuu (36-i1 IeHb JIeUeHUsT), HE CUMTAIUCH
HE OTBETUBILIUMHU, & MPOJOJIKATIU TEPAIIUIO IO porpam-
Me€ JUIS TTAlMEHTOB TPYIIbI BBICOKOTO pucKa. Pe3ucteHt-
HOCTb K Tepanuu (non-responder) ornpeaessiach, Kak
otcytcTBUE pemuccuu B KM nociie nepBbix 3 0J10KOB BbI-
COKOJIO3HOW Teparnuu COTJIaCHO MPpOrpaMme ISl TPYTIIbI
BBICOKOTO PUCKA.

CMepTh B UHAYKIIWU (paHHSIS CMEPTh) PETUCTPUPOBA-
JIA Y MMAIUEHTOB, MOTUOIINX 10 OKOHYAHUS UHIYKIIUOH-
HOU Tepanuu Win 10 MOMEHTAa KOHCTATallud PEMUCCUH.

CMepTh B pPEMUCCUM KOHCTATUPOBAIU MPU TUOEIH Je-
Teil OT Pa3JIMYHBIX MPUYUH MPU OTCYTCTBUU MPU3HAKOB
JICUKEMUU.

Bropast onmyxosnb — pa3BUTHE BTOPOTO OHKOJIOTHYE-
CcKoOro 3a00JieBaHUs MOcJe OKOHYaHUS uin Ha ¢oHe XT
o nosoay OJIJI.

IManueHTta cyuTaau MOTEPSIHHBIM W3-TIOA, HaOIO/e-
Hus (lost of follow-up, LFU) nipu orcyrcTBUM nHdopma-
LMK O HeM GoJiee 6 Mec.

Jleuenue

Heranu JedyeHUs] ObLIM MHOTOKPAaTHO  OIMCaHbI
B OTEUECTBEHHBIX U 3apy0OexXHbIX mybaukanusx [11—15],
M B 9TOI CTaTbe Mbl HA HUX OCTaHABJIMBATHCS HE OyIeM.
B nenom crpaterus JjiedeHusi npotokoja MbB cocrout
W3 WHAYKIIMOHHOW Tepanuu 3 mnpenapartamu, 3-da3Hoit
KOHCOJIMIALIUM, TPEICTABJISAIONIE cO00i 6-HeaeIbHYIO
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eXEIHEBHYIO Teparuio 6-MepKaIrTOIMypuHOM C eXKeHe-
JIeJIbHBIMU BBEJICHUSIMU METOTpekcara u L-acrmaparuHa-
3bl, C TIOCJEAYIONIEN 2-HeeJbHOW peuHAYKIMEN (TeKca-
METa30H + BUHKPUCTUH + 3HAO0JIOMOAJIbHOE BBEICHUE
3 npenaparoB). ITocie 3aBeplieHus1 KOHCOMUAALUNA OHU
MOJyYaiu TOANEPXKUBAIOLIYI0O TEpanuilo B TEYEHUE
1,5 rona. boibHBIE TPYIITBI BEICOKOTO PUCKA MTOCTIE OKOH-
YaHUS WHAYKIUWA TIOJIyYaJId S-JTHEBHBIE aTbTePHUPYIO-
mre 6JIOKU MHTEHCUBHOM BICOKOAO3HOU MOJUXUMUOTE-
panuu v NoJIepKMBAIOLIYI0 Tepanuio B TedeHue 1,5 roaa.
KpanuanpHoe oGiydyeHue y neTeil B Bo3pacTe 40 Toja He
MPOBOAUIIOCH.

IMpuHuunuaneHbIMU OTIMYUSAMU TTporpamMm X T ALL-
MB-2008 u ALL-MB-2015 or paHHuX wucciienoBaHUi
ObUIH ClieAyIoIIne:

1. HoBasi crpatudukanys Ha TPYIIbl pPUCKA C UCTIONIb-
30BaHUEM HOBOW IpaHUIIbI MHUIIMATIBHOTO JICHKOIIUTO3a
U TIPUMEHEHWEM HOBOIO MapaMeTpa — MajJbIaTOPHOTO
pa3mepa ceJIe3eHKH.

2. BBefeHure HOBOTO KOMIIOHEHTa B UHAYKIUIO pe-
MMUCCUM — PAHHETro MPUMEHEHUS (TPEeTbU CYTKU WHIYK-
uun) [IBT-acmaparuHasel.

3. NHreHCcudukanusa npoduIakTUKU Helposeiike-
MHUU MYTEM YBEJIUYEHUS KOJIUYECTBA MHTPATEKATBHBIX
BBEIICHUI TpUTLIETA.

Opeanuzayus uccaedosanusn u cmamucmuyeckuil anau3s

BonbHble, Bonlenie B JTaHHbIA aHATU3, KaK U OCHOB-
HOU MyJ MalMeHTOB, YYaCTBOBABIINX B HCCIIEIOBAHUSX
MDb, ObUTH 3apeTUCTPUPOBAHBI B TEUEHUE MTEPBBIX 3 CYTOK
nocie ycraHosjeHus nuardosa OJIJI. [To okoHYaHWM MH-
nykiuu LIeHTp MOBTOPHO CBS3BIBAJICS C KOOMEPATUBHOM
TPYNIION WCCENOBaHUS, U B Cllydae JOCTWXKEHUS Ia-
LIMEHTOM PEMMUCCUU OKOHYATEJbHO MPOBOIWJIACH CTpa-
TAQUKAINS B COOTBETCTBYIOIYIO Tpymmy pucka. [lpnm
OTCYTCTBUM PEMUCCUU OOJIbHOW MEPEBOAWICS B TPYIIILY
BBICOKOTO pucKa. He3aBHCHMMO OT 3TOro Kaxkmble 6 Mec
KOOPJAWHAIIMOHHBIN LEHTP aKTUBHO 3alpalivBai Mo Te-
JiehOHY U JMEKTPOHHON MouTe WH(POPMALIMIO O COCTOSI-
HUU KaXJIOTo MalueHTa.

Pesynbrater Tepanuu OJIJI oueHUBaIX MO YUCTY
OOJIBHBIX, Y KOTOPBIX ObUIa JOCTUTHYTA IMOJHAS PEMUC-
cusa (I1P), KonuyecTBY paHHUX CMEPTEN, PELUIUBOB,
JleTasibHbIX UcxonoB B [P v uuciay manueHToB, Haxo-
ngmuxcsd B npogoskuteabHoi TTP (TTTTP), a Takske
no nokaszarensiMm obuieri BekuBaemoctu (OB) u BCB,
paccuutaHHbIM 1o Metony Kamnmana—Maitepa [10].
Js cpaBHEHUs KPUBBIX BBIKMUBAEMOCTHU UCIOJIb30BaN
HemapameTpuueckuii log-rank kputepuit [3]. Berkuba-
€MOCTb PacCYUTHIBAIM OT AaThl nuarHoctuku OJIJI mo
HACTYIUIEHUSI HEOJaronpusiTHOrO COOBITUS WJIM AAaThbl
MOCJIEIHETO0 KOHTaKTa ¢ mauueHTtoM. [Ipu ouenke bCB
COOBITUSIMU CYUTAIUCH: CMEPTh B MHIYKIUU, CMEPTH B
peMuccuu, peliuanuB, BTOPask OMyX0Jib, pe(pakTepHOCTh
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K Tepanuu (non-responder). ¥ malMeHTOB, HE NOCTHUT-
WX PEMUCCUU, JATOW HACTYIUIEHUS COOBITUS CUUTA-
Jlach HyJieBasl Touka (mata nuarHosa). Ilpu ouenke OB
COOBITHUEM SIBJISITIACH TOJIBKO CMEPTh MallMEHTAa OT JII000i1
TPUYMHEIL.

O1IeHKY KYMYJISITUBHBIX PUCKOB Pa3BUTUS PELUIM-
BoB (CIR) mpoBoaunu cormacHo metoauke J. Kalbfleisch
u R. Prentice [11] ¢ moMolpo cneuuaibHOR Mpo-
rpammbl R. 111 cpaBHEHUSI PUCKOB KUCITOJIb30BAIU Me-
ton Ipag [12]. Ilpu cpaBHeHUM TpyIn MALKUEHTOB IO
KaTerOpUaJIbHBIM MPU3HAKAM WCIIOJb30BAIM KpPUTE-
puii y? wim kpurepuit @umrepa. CTaTUCTUYECKUE BbI-
YUCJIEHUS OBbUIM BBIMOJHEHBI C MOMOIIBIO MPOTpaMM
Prizma GraphPad Bepcun 3.0 (GraphPad Software Inc,
Can-/Jluero, CIIA), Statistica 6.0 (Statsoft Inc, Taica,
CIIA) u nporpammebl R, Bepcus 2.4.0. Paznuuus mexny
CpaBHUBAaeMbIMU MTapaMETPaMU CUUTATIU CTATUCTUYECKU
3HauuMMbIMU Tipu p < 0,05.

Pe3ynbraTh

B 6a3ax maHHBIX HccliefOBaHUI ObUIM OOHApPYXEHBI
M BKJIOYEHBI B aHaM3 60 OOJBHBIX, COOTBETCTBYIOIIUX
KPUTEPUSIM BKITIOUCHMS, M3JIOXEHHBIM B MaTepuajax
u Metogax. I1pu stom 45 (75 %) maLueHTOB HA MOMEHT
MMOCTAHOBKM OMarHo3a ObUIM cTapiie 6 mecsies, a 15
(25 %) 6oabHBIX — Mitazie 6 MecsieB. KinmHuueckue xa-
PAKTEPUCTUKHN MAIIMEHTOB B 1ICJIOM M B 3aBUCUMOCTH OT
BO3pacTa Ha MOMEHT TTOCTAaHOBKM JMAarHO3a TPeCcTaB-
JieHbl B Ta0J1. 1. BugHo, 4TO eciiu B cTapiieid Bo3pacTHOM
TPyl KIMHUIECKNE XapaKTePUCTHKN COOTBETCTBYIOT
TaKOBBIM B OCHOBHOU MOITYJISIIIMY OOJIbHBIX, CTPAIAIOTIINX
OJIJ1, To y nmeteit mutamiie 6 MecsieB OpocaeTcd B Ilasa
PsII pa3uTeNbHBIX OTANYNiA. COOTHOIIIEHWE MEXKTy MaJTb-
YUKaMU U JIeBOYKAMM PE3KO M3MEHEHO, M B TPYIIIIE IO
6 MecsILIeB JIBe TPETH OOJbHBIX — JIGBOYKM, U JIUIIL OHA
TPEeTh — MAJIbYMKU. B Mitajieit Bo3pacTHO TpyIIIe Tpe-
00JTagatoT MAMEHTHl ¢ MTHUINATBHBIM THITePJICHKOIINTO-
3oMm Gostee 100 000 kieTok/MKI1, y 70 % 00IbHBIX HAOJIIO-
Jlajiach BhIpasKeHHAsT OpraHOMEeTaJIHSl.

Pesynbrathl jiedeHUsT B 1IEJIOM U B 3aBUCUMOCTHU OT
BO3pacTa mpeiacTaBieHbl B Taba. 2 u Ha puc. 1 u 2a.
B uenom BCB cocraBuia 59 %, OB — 62 %, npudem
YPOBEHb pelUuANBOB Koiebaics okojio 30 %, a oOuiumit
YPOBEHD JieTaJbHOCTU cocTaBu 12 %. OQHAKO BBIKM-
BaeMOCTh y JeTell Muajiie 6 MecsIieB okasajaach 3Ha-
YHUTEIbHO XyXe, cocTaBuB Bcero 10 % mporuB 75 %
y OoJiee ctapmux aetei (cM. puc. 2a). [1pu aToMm 3Ha-
YUTEJILHO BBINIE OKAa3ajics He TOJTbKO YPOBEHb PEIlM-
auBoB (60,7 % npotus 19,1 %), HO U ypoBeHb OOILIEit
neranpHoctu (26,7 % npotus 4,4 %) (cm. Tadn. 2).
B T0 Xe Bpems pe3ysibTaThl JieueHUs 00JbHbIX MLL-He-
raTUBHOI JieliKeMuel cTapiie 6 MecsIieB HUYeM He OT-
JINYAJTACh OT TAKOBBIX B OCHOBHOM TTOMYJSIIUK IETCH,
crpagaomux OJIJI. Tlpu aHanu3ze UCXOOOB Tepamnuu

2017 11}



Poiest TETCKOU
TEMATOJIOTUU u OHKOJIOTUU 3 2017 11
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HOAro

Table 1. Initial clinical characteristics of patients

60 100 15 100 45 100

Bcezo
Tlon
Masnbuuku 33 55,0 5 33,3 28 62,2
0,0515
JleBouKM 27 45,0 10 66,7 17 37,8
Bospact
< 6 MecsILIEeB 15 25 15 100 — —
> 6 MecsLEB 45 75 — — 45 100
Jleiikouros
<50 32 53,3 6 40,0 26 57,8 0,2320
50—100 12 20,0 1 6,7 11 24,4 0,1360
> 100 16 26,7 8 53,3 8 17,8 0,0070
CeneseHka
<4cm 26 43,3 5 33,3 21 46,7 0,3670
>4 cm 34 56,7 10 66,7 24 53,3
Heiiponeiikemust 5 83 2 13,3 3 6,7 0,4185
TTopaxeHue cpeaoCTeHUS 8 2 13,3 6 13,3 1,0000
MMMyHO(DeHOTUTMPOBaHKE
He MPOBOANIOCH 11 18,3 6 40,0 5 11,1 0,0123
B-ALL 46 76,7 8 53,3 38 84,4 0,0136
T-ALL 3 5,0 1 6,7 2 4,5 0,7324
Lurorenernka :
=
He TIPOBOAMIIACH 17 28,3 7 46,7 10 22,2 0,0688 g
o
t(1;19) 2 3,3 0 0 2 4,5 0,4063 5
=
t(12;21) 1 1,7 0 0 1 2,2 0,5604 3
=
HOPMaJIbHBIN KapUOTHUIL 40 66,7 8 53,3 32 71,1 0,2059 @
2
Jleuenune :
=
<
MB-91/2002 27 45,0 10 66,7 17 37,8 =
0,0515 E
MB-2008/2015 33 55,0 5 33,3 28 62,2 :
I EE—————— (—]
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Tabmuua 2. Pezyavmamol 1eveHuss 8 4eaoM U @ 3a6UCUMOCIU O 803PaAcma

HOLAro

Table 2. Results of treatment in general and depending on age

60 100 15 100 45 100

Bcezo
CMepTh B MHAYKIIUU 1 1,7 1 6,7 0 0 0,0806
Non-responder 1 1,7 0 0 1 2,2 0,5604
1P 58 96,6 14 93,3 44 97,8 0,4062
CMepTh B peMUCCUN 5 83 3 20,0 2 4,4 0,0591
Peuunus 14 23,3 7 46,6 7 15,6 0,0136
LFU 1 1,7 0 0 1 2,2 0,5604
TP 38 63,3 4 26,7 34 75,6 0,0007
100 ~
40 n =60
i OB:; 40 xuBbi; 62 + 7 %
i BCB; 388 IMNP; 59 £ 7 %
:§: 50
= CIR 14 peumagmneos; 28,7 £ 6,7 %
o CI TRD; 6 cmepTei; 122 +4,4 %
B | e N iy
0 E T T T T T T T 1
0 2 4 6 8 10 12 14 16
Foap!

Puc. 1. Pesyavmamor aevenus MLL-neecamuenvix 6oavnvix OJLI 6 6o3pac-
me do eoda (CI TRD — kymyasmuenas uacmoma cmepmeil, 00yCA08A€HHbIX
JNedeHuem)

Fig. 1. Results of treatment of M LL-negative ALL patients under the age of one
year (CI TRD — cumulative incidence treatment-related death)
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BCB a 6
100 - 100
< B mecsaues; n=15;4s[MP; 10 £9 % 8
*© > 6 mecsues; n=33:30BMNMNP; 74+ 7 % = ECB
80 80
7 20BN 6 MB-91/2002; n = 27; 48 IMP; 33+ 9 %
E_ aosll ! gessmss g - MB-2008/2015; n=15;4 B I1MNP; 90 £ 6 %
§ so- T L T e p =0,0001
E &
2 40 & 40
@ < 6 mecsues; n = 15; 7 peungneos; 60,7 £ 17,5 % & o
L I 2 6 mecaues; n = 45; 7 peunaueos; 19,1 £ 6,7 % 30 4 i CIR
B s s =0.0046 1
: g X B ®1 ¢ MB-91/2002; n = 27; 14 peunaneos; 51,9 + 10,0 %
10 4 + 104 ¢ o B =i 09
: . ; MB-2008/2015; n = 33; 0 peungusoe; 0 A]p <0,0001
0 . T T T T T T T 1 0 - T T T T T T T 1
0 2 4 6 8 10 12 14 16 0 2 4 6 8 10 12 14 16
Foab loast
6 el
ECB
100 ~ 100 =
ECB MB-91/2002; n = 10; 0 B MMP; 0 %
7 *T] MB-2008/2015; n = 5: 4 8 MMP; 80 + 18 %
o b MB-91/2002; n=15;38MMNP; 20+ 10 % 20+ e e S % Os1082
704 MB-2008/2015; n=25;23BIMNP; 96 £ 4 % =N '
E w- P<00001
i L0 i
E‘,‘ 40 oF g 40 4
@ ' [-=]
30 v 04 ; MB-91/2002; n = 10; 7 peyuguecs; 70,0 £ 18,1 %
- ._: CIR 20 MB-2008/2015; n = 5; 0 peuupueos; 0 %
T i MB-91/2002; n = 15; 10 peynameos; 66,7 £ 13,2 % 5
! MB-2008/2015; n = 25; 0 peunameos; 0 % p < 0,0001 : : p < 0,0001
0 - 0 - T T T T T T T 1
0 ;‘. 4; é ; 1[0 1‘2 1‘4 1'6 (1] 2 4 6 8 10 12 14 16
Toab loaw

Puc. 2. a — BCB u CIR 6 3asucumocmu om gozpacma; 6 — BCB u CIR @ 3asucumocmu om npomorxona sevenusi; ¢ — BCB u CIR 6 3asucumocmu om npomo-
Koaa neuenus: moavko 6onvhule ¢ dokasannvim MLL-neeamusnvim kapuomunom; e — BCB u CIR 6 3agucumocmu om npomokoaa Aevenust y 601bHbIX Maaduie
6 mecaues

Fig. 2. a — EFS and CIR depending on age; 6 — EFS and CIR depending on the protocol of treatment; ¢ — EFS and CIR depending on the protocol of treatment:
only patients with MLL-negative karyotype; e — EFS and CIR depending on the protocol of treatment in patients younger than 6 months

OpuruHanbHble UccnepoBaHud
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YKypuan

JNETCKOU

Tabmua 3. Hcxodsr mepanuu 6 3agucumocmu om napamempa

Table 3. Outcomes of therapy depending on the parameter

FTEMATOJIOTMN u OHKOJIOT MU

Bcezo 627 28,7+6,7
Ion*
Manbuuku 33 70+9 63t9 21,9+8,3 0
JleBoukM 27 52t 11 54t 11 38,1+ 11,1 9,3+6,4
Bospact**
< 6 mMecsiLeB 15 10+9 10£9 60,7 £ 16,5 8,0 £8,0
> 6 MecsIEeB 45 79+7 74+7 19,1 £6.,7 2,5+£2)5
Jleiikonurosz***
<50 32 82+7 78 £8 15,5£7,3 0
50—100 12 55+ 17 59t 16 32,3+ 16,6 20,4 £ 13,7
> 100 16 3112 24+ 12 50,2 + 14,7 0
CeneseHka****
<4cm 26 93+6 868 10,7 £7,5 0
>4 cm 34 42+ 10 40£9 41,1£9,5 6,5+4,6
JleyeHne*****
MB-91/2002 27 40+ 10 33+£9 51,9+ 10,0 7,4+5.2
MB-2008/2015 33 90t 6 90t6 0 0
____________________________________________________________________________________________________________________________|
Ilpumenanue. CI Isol. CNS Relapses — xkymyaamuenas wacmoma u3onupogarnsix peyudusoe nopaxcenus ILIHC; * — P, = 0,3970; P, = 0,6571;
Py = 02041 Py cns pges = 00884 ** — P, < 0,000I; Py, < 0,0001; P, = 0,0046; P . cvs pgwes = 03770; *** —
P,,=0,0059; Py, = 0,0020; P, = 0,0655; Py, cnsreigpes = 00121 **¥% — P = 0,0015; Py, = 0 00]3 Py =0,0156; P, 1 s petapes = 02286, *#*%% —
P =0,0013; Py, = 0,0001; P, < 0,0001; P, 1 s retgpses = 0> 1668.

B 3aBUCUMOCTH OT APYIMX KIMHUYECKUX MTapamMeTpoB
(Tab6sa. 3) ObLIO OOHAPYKEHO, YTO Pe3yJabTaThl JeUeHUs
3HAUMUTEILHO XyXe Y eBoUeK, Y O0JbHBIX C MHUIIUATb-
HBIM TUTepJeiikouTo3doM 6osee 100 000 KireTok/MKIT
U TALIMEHTOB CO CIIJIEHOMETJIMEH.

AHanu3 pe3yIbTaToB JIeUeHUST B 3aBUCUMOCTH OT TIPO-
rpamMbl XT MpeAcTaBieH Ha pUC. 20—e U BBISIBUI pa3u-
TeJTbHBIE pa3Indus B ucxonax tepanuu. Eciau cpeay 6071b-
HBIX, JICYUBIIUXCS IO TpoTokoiam ALL-MB-91/2002,
BCB cocrapnsuia Bcero 33 % ¢ ypoBHEM pEIMINBOB
B 51,9 %, TO cpenM MalMEHTOB, MOJYYaBIIMX PEXKUMBI
XT ALL MB-2008/2015, ona oxasayiach paBHoii 90 %,
TP 3TOM HU OJHOTO PEelWAMBA B 3TOW TMOATPYIIE 3a-
pPErMCTPUPOBAHO HE ObLTO. DTU pa3uTESIbHbIE Pa3Iudus
B 3aBUCHMOCTH OT IPOTOKOJIA JIEUEHUSI COXPAHSUTUCH KaK
y O0JIbHBIX ¢ J0Ka3aHHbIM MLL-HeraTUBHBIM KapuOTH-
oM (CM. pUC. 28), TaK U B MOATrPYMIEe MJIAJEHIIEB MJIa]I-
e 6 Mecsies (cM. puc. 22). [Ipryem HecMOTpst Ha Majioe
YUCJIO JIeTeil B Bo3pacTe MJajlie 6 MecsleB, pasindust
10 YPOBHIO PELUIMBOB B 3aBUCUMOCTHM OT ITPOTOKOJIA
JIe4eHUsl 0OKa3aauch BbICOKO gocTtoBepHbiMu (70 £ 18 %
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npotus 0 %; p < 0,0001). I1pu aT0M Bee 6 aereii Miaaiie
6 MecsileB ¢ A0Ka3aHHBIM MLL-HeraTMBHBIM KapuoTH-
TOM, JICUMBIIUXCS TI0 TIpoTokojamM ALL-MB-91/2002,
MOruGIM, B TO BpeMs Kak 00a OOJIbHBIX MJTajlie 6 Mecs-
1IeB ¢ foKa3aHHBIM MLL-HeraTuBHBIM KapuOTHUIIOM, T10-
nmydaBmmx Tepanuio ALL-MB-2008/2015, kxuBbl 1 HaxXo-
narcs B [TITP.

Oo0cyxneHne

Hecmotpsi Ha 3HaUMTENbHBIE MOCTVDKEHUS B Jiede-
Huu OJIJI y pereil, ucxon y MialeHLieB MIIalle roja,
JICYMBIIUXCS C TIOMOIIbI0 TpamuimoHHoi XT, mo maH-
HBIM, OTTYOJIMKOBAaHHBIM B JIUTEpAType, OKa3aics 3HAYM-
TEJTLHO XyXe, YeM Y CTapIlnX JeTeil. XOTs B IyOTMKaImsx
0 pe3yJbTatax JICYeHUs] C MCIOJb30BaHWEM MHOTOKOM-
MOHEHTHOW uHTeHcUuBHON XT M MpUBOAATCS NJaHHBIE 00
yJIy4dllIeHUWU BbKHMBaeMocTu 1 mitafeHies ¢ OJIJI, pe-
3yJIBTAThl OOJIBIIMHCTBA KIMHUYECKUX TPAHIOB BCE eIl
OCTAlOTCSl HEYIOBJIETBOPUTETHLHBIMU C BBIKMBAEMOCTHIO
mexnay 23 % u 40 % [2, 3, 16—22]. be3ycioBHO, TpaHC-
miantanust KM MoXeT 3HaUUTETbHO YIYUIIUTh PE3yIb-
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JTETCKOU

HOAro

TaThl JJIEYEHUS, OAHAKO OHA OXBAThIBAET JIUIIb HEOOJbIIOE
YUCJIO OOJBHBIX U aCCOLMUPOBAHA C CEPbE3HBIMU TMO3[I-
HuMu 3ddexramu [23].

Hawubosiee mioxuMu ObLIM pe3yJibTaThl JICUEHUS Y Ae-
Tel MepBbIX 6 MecsIeB XXU3HU. Bo Becex myoaukanusix 6o-
Jiee HeOJIaroNMPUSTHBIN UCXO/ B 9TOM MOATPYIIE OOTbHBIX
CBSI3BIBAIOT WCKIIIOUUTEJIBHO C HAJTWYUMEM YHUKAJTBHBIX
MLL-mepecTpoeK, 4acToTa KOTOPBIX MOXKET JOCTUTaTh
90 % y muageHueB mianire 6 mecsues [24]. Tak 2-net-
H$IS1 BBDKMBAEMOCTD Y JAETEH C BPOXIECHHOU JIeMKeMUen
B OOJIBIIIOM MeXIyHapomaHOM uccienoBanuu Interfant 99
cocraBuia Bcero 17 % npotus 54 % y mianeHueB Oosee
crapuueid Bo3pacTHoi rpynmsl [25]. [1pu aToMm mmybavka-
LU, TOCBIUIEHHBIX OTACIBHO aHAU3y PE3YJIBTATOB Jie-
yeHus npu MLL-HeraTUBHON JieliKeMUHU y JeTell Mitaaiie
rojia, HaM He BCTPETUJIOCH.

B nmanHOIl pabGoTe HaMm ymanoch MPOAHATU3UPOBATH
KJIMHUYECKUE XapaKTePUCTUKKU U UCXOIbl Y 60 GOJBHBIX
MIafllIe roja, He BOILICAIIMX B ucciaegoBaHue “MLL-
Baby” 1 mosy4uBIIMX TEpAaNUIO MO OOBIYHBIM TPOTOKOJIAM
MBbB. V¥ nonasisioliero OOJBbIIMHCTBA MALIMEHTOB MMeEJ
MeCTO ToKa3aHHbI MLL-HeratuBHbIN cTaTyCc. YUUTHIBAsS
KPUTHUYECKYIO POJIb BO3pACTa ISl 9TUX OOJIbHBIX, aHATU3
cpasy MpoBOAMJICA Kak JUIsl BCeWl TPYNIMbI B LIEJOM, TaK
U OTIEJIBHO JUISI TIOATPYII MAllMEHTOB MJIAJIIe U CTap-
e 6 MecsileB XXU3HU Ha MOMEHT TTOCTAHOBKM TUAarHO3a.
Okazajnoch, 4TO U B OTOW TpyIIie OOJbHBIX MTPUCYTCTBY-
0T T€ XK€ 3aKOHOMEPHOCTU, UYTO U Y MLL-N03UTUBHBIX
OOJIBHBIX, 4 UMEHHO pe3Koe MpeodiagaHue AeBOYEeK, Ma-
LIMEHTOB ¢ rurnepielikonurozoM 6ojee 100 000 kierok/
MKJI ¥ OOJIbHBIX C OpTaHOMETaJlueil B Bo3pacTe MJIalle
6 MecsieB. CkiagpiBacTCs BrieyaTieHUE, YTO TTOBEICHUE
JPYTUX KIMHUYECKUX MapaMeTPOB HE 3aBUCUT OT HAIU-
yus Wi otcyTcTBUs MLL-no3utuBHOCcTU. B TO %Xe BpeMst
pe3y/bTaThl JIeYeHUsI ObUIM 3HAYUTEIBHO XyXe Yy OOJIb-
HBIX MJIaaiie 6 MecsilieB: Y HUX 0Ka3aJloCh 3HAUUTEIbHO
OoJibllle peUIUBOB U 0o0Jiee BBICOKAS JIETATBHOCTb OT
Tepanuu, 4yeM y crtapiuux nereii. OgHako 3ToT 3ddeKT
3HAYUTEJbHO MOAU(UIIMPOBAJICI TUMOM Tepanuu. Tak,
3HAYUTEIBHO JIyYlIE PE3YJIbTaThl JICUEHUs ObLIU MOJTy-
YEHBI HE TOJBKO MJII BCEX OOJIbHBIX, MOTYYaBIIUX Tepa-
muio 1o rpotokojiaM ALL-MB-2008/2015, Ho uTo camoe
WHTEPECHOE UCXOMBI TEPANTUU 3HAYUTEIBbHO YIyYIIWIUCh
Y JUTsE OOJTbHBIX MITAJIIe 6 MeCsIIeB, JICUYMBIIMXCS B paM-
Kax MOCJIEIHUX UCCIICTOBAHUIA.

TEMATOJIOTMM u OHKOJIOT MU

KoHneuHo, Hallle ncciiefoBaHUE UMEET CYLIECTBEHHbIE
OrpaHWYEHUS: UCTOPUYECKUIN KOHTPOJIb, IPOBEICHUE
MOJIEKYJISIPHO-TE€HETUYECKOTO UCCIEIOBAHUS B CUITY Op-
raHMU3aLMOHHBIX M UCTOPUYECKUX MPUYMH Juiib y 70 %
OOJIBHBIX, W, CaMO€ TJIaBHOE, Majioe YMCJIO MallMeHTOB,
0COOCHHO B BO3pacTHOW TOATpyIIie mjamme 6 mMecs-
1eB. TeM He MeHee pa3Inyrs B BBIKMBAEMOCTU U YPOB-
He CIR Mexay nmoarpynnaMu OOJIbHBIX, JICUUBIIUXCS IO
«CTapbIM» U «HOBBIM» pexknMaM XT oKa3aanch BBEICOKO
JIOCTOBEPHBIMU, B TOM YHUCJIE OTAEIBHO U JUISI OOJBHBIX
C JOKYMEHTMPOBaHHbIM MLL-HeraTUBHBIM CTaTyCOM,
M UTS MJIaJIcHIIEB B BO3pacTe Milajine 6 MecsilieB KU3HU
Ha MOMEHT MOCTAaHOBKM TUarHo3a. JpyruM orpaHUYMBa-
oMM (paKTOpOM MOT ObI OBITH MEHBUINII CPOK HAOJIIO-
neHus B ucciaemoBanusx ALL-MB-2008/2015 mo cpaBHe-
HUIO C TAKOBBIM IPU MCHOJb30BaHUM PaHHUX PEKUMOB.
OnHako mojaBidIolIee OONBIIMHCTBO PELUUAUBOB IpU
JIEUKeMUN Yy MITAJICHIIEB — 3TO PAaHHWE WIU OYEHb PaHHUE
pelrauBbl U B MyOJIMKaLUIX (pakKTUUYeCKU 00CyKaaeTcs
2- uian 3-JeTHss1 BbKMBaeMOCTb. OCHOBHBIMM M3MEHE-
HUSIMU B Tepanuu uccienoBanuii ALL-MB-2008/2015
SABJISIIOTCA  paHHee mnpumeHeHue [IDT-acmaparuHaszbl
B UHAYKIIMU, UHTEHCU(UKALMS TTPOPUIAKTUKA HEHPO-
JIEMKeMUH 3a CYET CYIIECTBEHHOTO YBEJIMYEHUS BBEACHU I
VHTpaTeKaJIbHON Teparuu, OTKa3 OT HEHYXKHBIX 2JIEMEH-
TOB BBICOKOJIO3HOI Tepamuu (MEeTOTpeKcaT) W, MO Bcell
BUJUMOCTHU, 3HAYUTEJbHOE YJIyYIIEHUE COMTPOBOIUTENb-
HOTO JICYSHMUSI.

BoiBoabl

Takum 00pa3oM, Hallle UCCEeNIOBaHWE TMOKa3bIBAET,
YTO ONTUMM3AIIMS TEPAITMU B paMKaX MTPOTOKOJIOB CepUN
MDb npuBena Takxke K CYLIECTBEHHOMY YJIYUILIEHUIO pe-
3yJILTATOB JIeueHUsI U y MjafaeHueB ¢ MLL-HeraTuBHOM
JielikeMueil B Bo3pacTe 10 roja, a He Tojibko y geteii ¢ OJIJI
B OCHOBHOM HCCJIeIOBaHUU. YcnelrHoe iedeHne MLL-He-
TaTUBHOM JIEKEMUU y JETEN B BO3pacTe A0 roua Io co-
BpeMeHHbIM pexumaM X T npoTtokosna Mb Bo3MoxHO, HO
HEOOXOMUMBI TTPOJOJDKEHNE PETUCTPALIMU 3TUX OOTBHBIX
B 0011Ieli 6a3e JaHHbIX uccienoBaHus Mb u opraHuzoBaH-
HBII KaTaMHe3 [T U3y9eHMsI To3MHUX 3(h()EeKTOB Teparvu.

KondamkTt narepecon
ABTOpBI  3agBJISIIOT
WHTEPECOB.

00 OTCyTCTBUM KOHMJIUKTA
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Bgenenue

PesynbraThl Jie4eHUs] OCTPOrO MUEIOMIHOIO Jiek-
ko3a (OMJI) y mereii B mocjenHee AeCSTUIETAE 3HaA-
YUTEJbHO YIYYIIMINCh U AoCcTUIIM 70 % BeposiTHOCTH
U3JIEYEHUsI, IO NAHHBIM BEAYIINX HCCIET0BATEIbCKUX
rpyni [1—5]. DTo cTajo BO3MOXHBIM B MEPBYIO Ouepeab
3a CYET BHEIPEHUS aJarTUPOBAHHOW Teparuu Ha OCHO-
Be CTpaTH(UKAIIMK 10 TPYIIIaM pucKa, 6a3upyrommumMcs
Ha crneiuuduueckux MOJEeKYISIPHO-TEHETUYECKUX OCO-
OCHHOCTSIX JIEWKEMUUYECKUX KJIETOK W OTBETe Ha Tepa-
nuto. HemanoBaXHbIM BKJIAAOM B YJIYy4dllIEHUE PE3Ysib-
TAaTOB SIBWJIACH W CTaHIApTU3AlMsI COTPOBOAUTETbHON
Tepanuu nauueHToB ¢ OMIJI. Mctopuyecku MiamgeHIIbI
¢ OMJI oTHOCUJIMCh K BBICOKOI TpyIlie puUcKa 3a CYET
npeobaanaHusi HEOJArONMPUSTHBIX MOJIEKYISIPHO-TeHE-
TUYECKUX TTOJOMOK, OOJIBIIMHCTBO W3 KOTOPBIX 3aTpa-
ruBatoT reH MLL/KMT2A, a Takxke BCAEACTBUE TOBBI-
IIEHHOTO PUCKA CMEPTU M3-32 BBICOKOW TOKCUYHOCTHU

npoBoaumoii monuxumuotepanuu (I1XT) [6]. OmxHako
B TOcjieqHee BpeMsi OOJIBIIMHCTBO MCCIIENOBATEIbCKUX
TPyNI  JIEMOHCTPUPYIOT BBDKMBAEMOCTb  MJIAJICHIIEB
¢ OMIJI, conmoctaBuMylo ¢ Oojiee cTaplleii BO3pacTHOI
rpymnroii. PesynsraTtel Tepanuu aeteit 1o rona ¢ OMJI mo-
Ka3aHbl B Ta0. 1.

Ienblo Halero uccjea0BaHus SIBUJICS PETPOCIICKTHB-
HbIi aHalu3 KJIMHMUKO-JA0OPATOPHBIX XapaKTePUCTUK
W pe3yJIBTaTOB JiedyeHUsI nmaimeHToB ¢ OMIJI B Bo3pacte 10
1 rona B Pecniyoniuke Benapycs B repuon ¢ Mag 1999 mo
ceHTsiops 2016 1.

MarepuaJjibl 1 METOIBI

B uccnenoBanue Bouuiy 18 mamueHTOB B BO3pacTe 10
1 rona, mojyyaBIIux JiedeHue B PecrybimkaHCKOM Hay4d-
HO-TIPAKTUYECKOM LIEHTPE JETCKOW OHKOJIOTUU, TeMaTo-
Joruu 1 ummyHosiorun (Munck, Pecrydnuka benapycs)
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Tadmua 1. Pezyasmamor mepanuu demeii ¢ OMJI no daHHbIM pazauuHbIX UCCAC008AMENCKUX ePYNA

Table 1. Results of therapy of children with AML according to different research groups

AML-BFM-98 1998—2004 59

AML-BFM-2004 2004—-2010 66
AIEOP AML 2002/01 20022011 63
Bpasui (nporokor AML- 000-2015 W7
NOPHO-AML-2004 2004—-2013 34
MRC AMLI2 1995-2002 130

S-netHsist 6eccobbiTUiTHAs BKUBaeMocTh (BCB) —

4416 %

5-neTHsist o61ast BekuBaemocth (OB) — 61 + 6 % 71

5-netuss BCB — 51 £6 % 7]
S-netusss OB —75+6 %

8-netHsist BCB — 54,6 = 6,1 % (1]
8-netnas OB —73,7+5,7%

5-netHsisi OB — 34,6 +4,9 % [8]
S-netusist BCB — 66 % [9]
5-neruas OB — 83 %
10-1etHsiz OB — 68 % [2]

|
IIpumenanue. BFM — Berlin-Frankfurt-Munster; AIEOP — Associazione Italiana di Ematologia ed Oncologia Pediatrica; NOPHO — Nordic Society of

Pediatric Hematology and Oncology; MRC — Medical Research Council.

B repuoj ¢ Mast 1999 no centsiopb 2016 . YV 4 neteit Gbia
ycTaHoBJIeH cuHapoM JlayHa. JleueHre MpoBOIMUIOCH TIO
OpPUTUHAJIBHBIM TpoToKojaM OMIJI-MM-2000 (n = 4),
OMJI-MM-2006 (n = 5), OMJI-MM-2014 (n = 5). detn
¢ cuHapoMoM JlayHa rmojtydasiu Teparmio COrJlacHO IMTPOTO-
kosy ML Down Syndrome 2006 — 1 mauuenT; kypc ADE
(mayHOpyOUMLIMH, IIMTapaOWH, BEeMe3ua) COTJIacCHO MPOTO-
Koy OMJI-MM-2000 — 1 6oabHOI; TTpodasy (Berne3us,
U JayHOPYOULIMH) corslacHO mpotokony OMJI-MM-2014 —
1 pebeHoK; | malueHT moayJyal UHAUBUAYATbHYIO CXeMY
tepanuu (4 kypca ADE). [letn ¢ oCTpbIM MPOMUETOIH-
TapHBIM JIEMKO30M, a TaKXe MalMeHThl ¢ TPAH3UTOPHBIM
MUEJOTPOIU(EepaTUBHBIM CUHAPOMOM HMCKIIIOYAINCh U3
nccnenoBanus. Mennana Haomonenus cocrasmia 0,26 rona,
MaKCUMaJIbHBIN cpok HabmoaeHus — 12,2 roxa.

JuarHo3 OMJI ycraHaBiuBajiuM Ha OCHOBAaHUM MOP-
(horMTOXMMMYECKOTO0 U MMMYHOMEHOTUITMIECKOTO MC-
C/eNOBaHUI OJIACTHBIX KJIETOK U KJacCUDULIMPOBAIU
coriacHo Kpurtepusim @paHko-AMepukaHo-bpuraHckoit
(FAB) rpynmnbl. LlutoreHeTuueckuit aHaau3 MpoOBOIUIN
OOILENPUHSTEIM METOIOM KPaTKOCPOYHOTO KYJIBTUBU-
pPOBaHMS KJIETOK KOCTHOTO MO3Ta ¢ TMoCeaytoiei nud-
depeHuuanbHoii G-okpackoil mMeTaha3HbIX XpPOMOCOM,
a TakxKe MeTOoA0M (PIyopecUeHTHON in situ Tudbpuausa-
uvu. 151 BBISIBJIGHUST XUMEPHBIX OHKOT€HOB UCITOJIb30-
BaJIM METOJ, MOJIMMEePa3HOI LIETTHOI peakliMu ¢ 00paTHOM
TpaHckpumiueii [10].

Pacyer 103 xuMuoIpenapaToB MPOBOIWICS C yIETOM
Macchl TeJla MaueHToB o Gopmyie 100 mr/m? = 3,3 Mr/Kn.

IIpomoxoa OMJI-MM-2000
CornacHO JaHHOMY MPOTOKOJY ObLila MpeaycMOTpeHa
cTpatudUKaIMs MalMeHTOB Ha 2 MPOTHOCTUYECKUE TPYTI-
bI: OJIATONPUSITHOTO W HEOJAronpusTHOTO IPOrHO3a.
KputepusiMmu 6;1aronpusiTHOM MPOTHOCTUYECKOM TPYIIITHI
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sBrstich inv(16) u t(8;21). Bee ocTanbHbie GOJbHBIE OT-
HOCUJIUCh K HEOJaronpusiTHOM MPOTHOCTUYECKOW TpyIl-
ne. /i maureHToB 6JaronpusTHOTO MPOrHo3a Mpearo-
Jlarajioch nposenaeHue 5 kypcos [1XT, B To BpeMst Kak Uist
JeTeil ¢ HebJaronpusTHBIM MPOTHO30M UIAHUPOBAJIOCH
npoenenue 4 6gokoB [NXT u anyoreHHOI TpaHCTIIaHTA-
LMY TEMOTMO3TUUECKUX CTBOJOBBIX KeToK (amio-TI'CK)
MpU HATMYUU POJCTBEHHOIO TIOHOPA JIMOO ayTOJOTUYHOMN
TI'CK — mipu ero otcyrcTBuM. BeceM mamueHTam, Kpome
TeX, y KOro obOHapyxwuBajach inv(16), MmiaHUpOBaIOCh
npoBeleHue 2 KypcoB MHAYKUMOHHOU Tepanuu: ADE
(tutapabun 100 Mr/M? BHYTPMBEHHOM MHGY3MEH Kax-
apie 12 94 B 1—7-it nuu; Benesun 100 Mr/m? BHyTpUBEHHOM
uHby3ueir B 1—3-if gHU; gayHOpyOULMH 45 Mr/mM? BHY-
TPUBEHHON MHbY3Meit B 4—6-it nHu) 1 HAM (uiutapaGuH
1000 mr/m? kaxzabie 12 4 4 103bI 1 MUTOKCAHTPOH 10 mMr/m?
no3bl). Kypc HAM HauuHancsa Ha 14-if jeHb OT Haydaja
ADE, He3zaBUCHMO OT ITOKaszatejieil mnepudepuueckoit
KPOBU (MHTEHCUBHBINA «TallMuHTI»). [lunoTtHas Bepcus
npotokojia OMJI-MM-2000 noapasymeBaia NpUMeHe-
HUE WHTEHCUBHOTO «TaliMMHTra» BO BceX 3 OJ0KaX KOH-
COJIMAUPYIOIIEH Tepanuu; cyMMapHas 1o3a lurapabuHa
B KOHCOMMIALWU COCTaBsuia 24 1/M?, aHTPALIMKJIMHOB —
120 mr/m2. TlpuanrHOM OTKa3za OT MHTEHCHBHOIO «Taii-
MUHTa» B 2 6J10KaX KOHCOJUAUPYIOLIEH Tepanuu Mociy-
JKWJI BBICOKUIA YPOBEHb JIETAIbBHOCTU OT MH(MDEKIIMOHHbIX
ocJioXHeHUl. Bropas Bepcusi oT/inyanach OT MUJIOTHOM
TOJIBKO NU3aHOM — WHTEHCUBHBINA «TaMUHI» UCIOJb-
30BaJjICsl TOJBKO BO 2-M 0JIOKE KOHCOJUIUPYIOUIEH Tepa-
MUY, CyMMapHble 103bl LMTapaOuHa W aHTPALUKIUHOB
octaBayiuch TpexHumu. Cpeau mainueHToB ¢ t(8;21),
KOTOpHbIE MoJIydyau Tepanuio corjacHo Bepcusim 11 u 111,
y 19 % pasBuiicst peuuanB. DTO ObLIO PaCLIEHEHO KaK He-
noctaToyHast 3(pHeKTUBHOCTh TepaNUU U IPUHSTO pellie-
Hue 00 acKalallMy 103 aHTPALMKIMHOB U LUTapabuHa
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JUTS TPYTIBI MalMeHTOoB ¢ t(8;21): B OKOHYATeIbHOI Bepcuu
B KOHCOJIMIMPYIOIIE Tepary cyMMapHast 103a IuTapaou-
Ha coctaBwia 38 r/mM?, a aHTpaLMKINHOB — 240 mr/m? [11].
[MammeHTsl ¢ inv(16) moxyyanu mpoduIaKTUIECKoe Kpa-
HUaJIbHOE 00JlyueHue B cymMMapHoii go3e 18 Ip.

IIpomoxoa OMJI-MM-2006

CorracHO TaHHOMY TIPOTOKOJY MPOBOAWIACH YTOY-
HeHHasl cTpaTudUKaIMs MMalMeHTOB Ha 3 MPOTHOCTUYE-
CKUWe TPYMIIbI: OJAroNpusTHYIO, TTPOMEXKYTOUHYIO U He-
OmaronpusTHyto. K OraronpusiTHON TPOTHOCTUYECKON
IpyIIe OTHOCWIIM MarueHToB ¢ inv(16); t(8;21) ¢ momo:n-
HUTEIBHOU TTOTepeil MMoJI0BOi XpoMocoMHl (-Y/X) u 6e3
mytaumu C-kit. KputepusiMmu HeGIaronpusiTHON TTPOTHO-
CTUYECKOW TPYIIIBI SIBJISITUCH: HOPMAJTbHBI KapuOTHI
C BHYTpPEHHEW TaHAEMHON yIIMKalMel IOKCTaMemrys-
JsipHOro noMeHa reHa FLT3 (FLT3-1TD) n 6e3 mytauuu
reHa HykjneogocmuHa (NPM1); 1123 aHomanuu; inv3,
t(3;3); t(8;21) ¢ C-kit; MoHOCOMUS 7-M4, 5-11 XPOMOCOMBI,
c0xHbIe aHoManuu (6oJjee 3); M7, M6 o FAB-kinaccu-
(ukanum. Bece ocTanbHbBIE MAIIMEHTHI BXOAWIN B TIPOME-
>KYTOUHYIO TPYTIITY TIPOTHO3a. TepaneBTUIeCKUi TI1aH st
MaIMEeHTOB OJarOMPUSITHONW TMPOTHOCTUYECKON TPYIIITHI
He TpeTepries U3BMEHEeHU I B CPaBHEHNUN C OKOHYATETbHOMN
Bepcueit nporokoja OMJII-MM-2000 (aas manueHTOB
¢ inv(16) — cymmapho 5 kypcos [TXT B pexkume cTaHmaapT-
HOTO «TaliMUHTa» U KpaHWAJIbHOE 00JTydeHUe; IJIsT TTaliu-
eHToB ¢ t(8;21) — 5 kypcos I1XT, uHAYKIIMS B pexKUMe UH-
TEHCUBHOTO «TaiiMuHTa»). [lalmeHTamM mpoMeXKyTOUHOU
MPOTHOCTUYECKOI TPYIIITBI TPU HAIMYUKU COBMECTUMOTO
POICTBEHHOIrO JAoHOpa MpoBoauwiaack amio-TI'CK, npu
OoTCyTCTBUM poacTBeHHOro aoHopa — IIXT. INamuentam
TPYIIBI HEOJIATOMPUSITHOTO TPOTHO3a OBLIO TTOKAa3aHO
npoBeaeHue amio-TI'CK oT poacTBEeHHOro WJIM HEpOI-
CTBEHHOTO JIOHOpA.

IIpomoroa OMJI-MM-2014

CornacHO TaHHOMY MPOTOKOJY MPOBOAWIACH YTOU-
HEeHHas cTpaTU(dUKAIMS TAIMEeHTOB Ha 3 TIPOTHOCTH-
yeckue Tpymnmbl. K O1arompusiTHON MPOTHOCTUYECKOU
rpyIire OTHOCWIM MauueHToB ¢ inv(16), t(16;16), t(8;21)
6e3 myraumu C-kit, HOpMAJTbHBIA KapUOTHUII C OMaJUICITh-
Hoii mytauneit CEBPA, HOpMabHBIIT KapUOTHUIT C MyTa-
uueir NPM1. KputepussmMu HeOJIaronpusTHONW MPOTHO-
CTUYECKOW TPYIIIBI SIBJISITUCH: HOPMAJbHBI KapuOTHI
C BHYTPEHHEW TaHAEMHOU NyIIMKAIlMel IOKCTaMemyJi-
JsipHOro nomeHa reHa FLT3 (FLT3-1TD) n 6e3 mytauuu
rena NPM1,11q23 anomanuu, inv(3),t(3;3),1(6;9), t(8;21)
¢ mytauueit C-kit, MOHOCOMUS 7-1, 5-11 XpOMOCOM, CITOXK-
Hble aHoManuu (6onee 5), M7, M6 o FAB-knaccudpm-
Kauuu, pesucteHTHbIn OMJI. Bce ocTanbHble malMeHThb
BXOJWJIUA B MIPOMEXYTOUHYIO TpyIIly mporHo3a. g ma-
ureHToB ¢ inv(16)/t(16;16) npeamnoiaraaoch IpoBeaeHNe
4 xypcos IIXT. Ing ocTaJbHBIX MALMEHTOB C OJIaronpu-
STHBIM MporHo3oM — 5 kypcoB [1XT. [1ng neteit ¢ Hebta-

TEMATOJIOTMM u OHKOJIOT MU

TOMPUSATHBIM TPOTHO30M TUIAHUPOBAJIOCH TPOBEICHUE
3 uau 4 6nokoB IIXT m amno-TI'CK. [lng nmauueHTOB
MPOMEXYTOYHOIO MPOrHO3a MPEIYCMOTPEHO 2 BapuaHTa
JIeYeHU S B pexxuMe paHmoMusaiuu. OTHUM U3 BADUAHTOB
JieueHus gapisietcs nposeneHue S kypcos ITXT. TTanueH-
Thl 2-11 BeTBU paHmoMu3zaiuu nojiyyvator [IXT B couera-
HUU C Tepalieil eCTeCTBeHHBIMU KWIJIEPHBIMU KJIETKaMU
OT TrarIOUAEHTUYHOTO JOHOPA.

CraTuctuueckyto o00pabOTKy [OaHHBIX MPOBOAWIU
¢ momouIplo mporpammbl R-statistics 3.2.0. g oueHKU
BBDKMBAEMOCTU TAIMEHTOB NpuMeHsnu meton Karma-
Ha—Maiiepa. Pa3nuuus BEDKMBAeMOCTH B TpyInax ole-
HUBaIU ¢ moMmolbio log-rank tecta [12]. i pacuera Ky-
MYJIITUBHBIX 9YaCTOT TIPUMEHSTA METOI KOHKYPUPYIOIITHX
puckos [13]. Paznuuus KyMyJaSaTUBHBIX YACTOT B TPYIIIax
OlleHMBaIM ¢ Tomoubio Tecta Ipas [14]. CpaBHeHue
B TPyMIax 1Mo WHIWBUAYAJTbHBIM ITapaMeTpaM MPOBOIM-
JIOCh ¢ MOMOIIIBIO %? TecTa. Pasnmuuust MexXIy cpaBHUBac-
MBIMHU TTOKA3aTEISIMUA CUUTAIIN CTATUCTUIECKN 3HAYUMBI-
mu ipu p < 0,05.

Pe3ynbraThl uccie10BaHUs

WMunimanbHasg XapakTepUCTUKA ITallUEHTOB TIPeM-
cTaBJieHa B Ta0. 2.

B uccnenyemoii rpynme npeo6yaganu et ¢ M5-Ba-
puanToM (44,4 %) OMIJI. ¥V GoNbIIMHCTBA MAIIMEHTOB
(55,6 %; 10/18) GbLTM OOHApPYKEHBI pa3TUIHbIC peapaH-
XUpoBKU TeHa KMT2A. Cnenyer OTMETUTD, YTO B TPYII-
e meteit 1o 1 roma ciyyam ¢ HOPMaJIbHBIM KapUOTUTIOM
orcyrctBoBaiu. Y 38,9 % (7 u3 18) mauueHTOB ObUIM 00-
HapyXeHBI IpYTHe XPOMOCOMHBIE abeppaluu, TpeacTaB-
JICHHBIE B Ta0. 3.

MBI CpaBHUIN XapaKTEPUCTUKKU JTaHHOW BO3pPacTHOM
rpynmsl (1o 1 roma) ¢ rpynmnoi aeTei Muaaieid Bo3pact-
Hoii rpynmsl (0T 1 1o 4 net) (Tabu. 4).

Kak BuaHO u3 Ta6:1. 4, pa3auuuii Mo MoJOBOM CTPYK-
Type BBISIBJICHO He ObUT0. B moarpymre no 1 rona nHuim-
aJIbHBIN ypoBeHb JieiikouuToB < 50 x 10°/1 BcTpeuascs
cratuctudecku 3Hauumo (p = 0,0430) pexe, yuem y ctap-
mmx aereit (38,9 % u 66,7 % coOTBETCTBEHHO). BbUTH BBI-
SIBJICHBI Pa3INIusl B 4aCTOTE BCTPEYAEMOCTU PA3TUIHBIX
FAB-BapuantoB. B 16,7 % ciy4daeB y neteii 1o 1 roga 00-
HapyxuBajacb M4 Mopdosorusi 6JaCTHBIX KJIETOK, YTO
cratuctudecku 3Hauumo (p = 0,0404) yaie, yem B BO3-
pactHoit moarpymre ot 1 1o 4 net — 20 % (9 us 45). [1pu
9TOM HU B OJTHOM CJTydae y allMeHTOB TIEPBOTO TO/1a KU3-
HU HE BBISBISUICS M2-BapuaHT, Toraa Kak B 0oJiee crap-
1Ieil BO3pacTHON rpyIIie Ha J0J0 3Toro Bapuanta OMIJI
npuxomwioch 24,4 % (11 u3 45) ciyuaes (p = 0,0209).

CTaTUCTUYECKU 3HAYMMBIX PA3TUUMil B 3aBUCUMOCTH
OT IIUTOTEHETUIECKNX OCOOEHHOCTEN MEKITy ETHhMU TTep-
BOTO Trojla XW3HU U TallMeHTaMM MJIaIIeil BO3pacTHOM
rpynisl (0T | 10 4 J1eT) BBISIBIEHO He ObLIO.

PesynbraThl leueHus1 neTeit B Bo3pacte A0 1 roga rpe-
CTaBJICHBI B TA0JI. 5.
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Tabmuua 2. Xapakmepucmuka nayuenmoe ¢ OMJI 6 6ozpacme do 1 2oda

HOLAro

Table 2. Characteristics of patients with AML under the age of 1 year

18 100 11 100 7 100

Bcezo

1loa
Masbuuku 11 61,1 5 45,5 6 85,7 0,0876
JleBouKM 7 38,9 6 54,5 1 14,3 0,0876

Hruunuaavnoui yposens aeikoyumos, 10°/a

<50 7 38,9 3 27,3 4 57,1 0,2050

50—100 6 33,3 5 45,5 1 14,3 0,1714

> 100 5 27,8 3 27,3 2 28,6 0,9522
Heitpoaeiixos 5 27,8 1 9,1 4 57,1 0,0264
FAB-6éapuanm

MO 2 11,1 2 18,2 0 0 0,2315

M1 3 16,7 2 18,2 1 14,3 0,8288

M2 0 0 0 0 0 0

M4 3 16,7 2 18,2 1 14,3 0,8288

M5 8 44,4 4 36,4 4 57,1 0,3870

M6 1 5,6 1 9,1 0 0 0,4117

M7 1 5,6 0 0 1 14,3 0,1971
Ilumozenemuxa

CBF 1 5,6 0 0 1 14,3 0,1971

MLL/KMT2A peapancuposku 10 55,6 6 54,5 4 57,1 0,9139

HopwmanbHblit KapuOTHIT 0 0 0 0 0

Jpyrue aHoMaIuu 7 38,9 5 45,5 2 28,6 0,4738
Cundpom Jlayna 4 16,7 3 27,3 1 14,3 0,5182

Ta6muna 3. [[umoeenemuueckas xapakmepucmuka nayuenmos (3a uckaiouenuem nayuenmog ¢ CBF-aeiikozom u peapanycuposiamu KMT2A)
Table 3. Cytogenetic characteristics of patients (except for patients with CBF-leukemia and KMTZ2A rearrangements)

be3 cundpoma Jlayna
1 46,der(X)t(X;7)(p11;p22)Y,der(7)t(X;7)(p11;q11)inv(7)(p22q11)[14]
2 46,XX[11]; 46,XX, t(1;22)(p13;q13)[9]
3 47,1(X;3;6)(p11;p12;q27)Y,+6[15]/46,XY[1]
C cunopomom Jlayna
4 49 XY, +8, +21, +21c[5] 47,XY, +21c[6]
5 47, XY,?inv(12)(q15q24), +21[4]
6 47, XX, +21[14]
7 47,XX, +21[20], naiinen onkoreH OTT-MAL v mytauust GATA 1
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Taﬁmma 4. Xapalcmepucmulca hayuenmoe 6 3asucumocmu om eospacma

HOAro

Table 4. Characteristics of patients depending on age
18 100 45 100

Bceeo

1loa
Masbuuku 11 61,1 28 62,2 0,9346
JleBouKm 7 38,9 17 37,8 0,9346

Hnunuaavnoui yposens aeikoyumos, 10°/a

<50 7 38,9 30 66,7 0,0430
50—100 6 33,3 6 13,3 0,0678
> 100 5 27,8 9 20 0,5023
Heiipoaeiixos 5 27,8 5 11,1 0,1019
FAB-6éapuanm
MO 2 11,1 3 6,7 0,5554
M1 3 16,7 4 8,9 0,3748
M2 0 0 11 24,4 0,0209
M4 3 16,7 9 20 0,0404
M5 8 44,4 13 28,8 0,2367
M6 1 5,6 0 0 0,1109
M7 1 5,6 S 11,1 0,4973
Ilumozenemuxa
CBF 1 5,6 5 11,1 0,4973
MLL/KMT2A peapancuposku 10 55,6 19 42,2 0,3374
HopwmanbHblit KapuOTHIT 0 0 5 11,1 0,1405
Jpyrue aHoMaIuu 7 38,9 16 35,5 0,8039
Cunopom /layna 3 16,7 2 4.4 0,0298

Tabmuna 5. Pesyavmamol newenus demeti 6 6o3pacme do 1 eoda
Table 5. Results of treatment of children under the age of 1 year

S e <oweme e 2
=
=

T T T :
)
o

Bceezo 18 100 11 100 7 100 g

=

CMepTh B MHAYKIUU 7 38,9 5 45,5 2 28,6 0,4738 (1)

o
be3 orBera 0 0 0 0 0 0 =
®

[Monnas pemuccust (ITP) 11 61,1 6 54,5 5 71,4 0,4738 E

CMepTh B peMUCCUN 5 27,8 3 27,3 2 28,6 0,9522 :

<

Pernnus 1 5,6 1 9,1 0 0 0,4117 :

ITponomxurenbHas [TP (TTITP) 5 27,8 2 18,2 3 42,9 0,2545 ;

(=%
(—]
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YKypuan

JNETCKOU

HOAro

Jltst Bceit ucciiemyeMoi Tpymiibl A0JIS 1eTeil, JOCTUT-
mux [P, cocraBuna 61,1 % (11 u3 18). CiyuyaeB pe3u-
CTEHTHOCTHU 3a00JIeBaHUs 3apervuCTPUPOBAHO HE OBLIO.
Ipn mnpoBeneHUM WHAYKIIMOHHOW Tepamuu TOTHOIN
7 (38,9 %) nmeteii. U3 11 maumMeHTOB, JOCTUTIIIUX PEMHUC-
cuu, 5 (27,8 %) norubaM OT TSIKEIBIX MH(PEKIIMOHHbBIX
OCJIOXHEHWI B TIEpUOJ TIPOBEACHUST KOHCOJIUANPYIOIIEH
tepanuu. KOCTHOMO3roBoi pelnuanB 3aperucTpupoBaH
y 1 (5,6 %) 6onbHoro. B TP Haxonstes 5 (27,8 %) neteii.

CTaTUCTUYECKN 3HAUYUMBIX pas3iiuiuil B pesysbraTax
Teparuu JAeTeil B Bo3pacTe 10 6 MecsIleB U cTaplle BhIsSB-
JIEHO He ObLIO.

B uccnemyemoii rpymme aeteit 10 1 roma BEpoSITHOCTb
OB cocraBuna 33 + 11 %, BCB — 28 + 11 %, kymyJsi-
TUBHAsI 4YacTOTa CMeEpPTEel, OOYCIOBJIEHHBIX JIEYCHUEM
(CITRD), — 66,7 £ 11,7 %, KyMyaTHBHas YaCTOTa BO3-
HukHoBeHust peraua (CI Relapse) — 5,6 £ 5,6 %.

Cratuctryeckux pa3nuuuii B BepositrHoctu bCB ma-
LIMEHTOB B TPyIITax J0 6 MecsIieB U CTapllie BBISIBICHO He
OBLIO, OTHAKO Y JETEl MEPBOTO MOTYTO/Ia XKU3HU TaHHBIT
roKasartesib HIXe, YeM B TIOATPYIINe crapiie 6 Mecsien
(18 £ 12 % u 43 £ 18 % coorBeTcTBeHHO; p = (0,2642)

(puc. 1).

100 4
90 +
80
70 4
60 4

1] >6 mecsues; n=7;3BIMNP;43+18 %

40 1

BepoAatHoCTb, (%]

30

204 <6 mecaues; n=11;2BMMNP; 1812 %

p=0,2642
0 T T T T T T T T T T T T 1
0 k§ 2 3 4 S 6 7 8 L] 10 11 12 13

loge!

Puc. 1. 5CB nauuenmos c OMJI 6 6o3pacme do 1 coda
Fig. 1. EFS of patients with AML under the age of 1 year

YuuThiBasi HEBBICOKME I10KA3aTeM BbDKUBACMOCTU
B TpyIIle JeTeil 10 roja, Mbl IIPOaHAIM3UPOBAIU BEpO-
SITHOCTh Pa3BUTHUSI HEOJIaronmpusTHBIX coObiThil. Kak
BMIHO M3 PUC. 2, IpeBaJIMpOBajia KyMyJITUBHAs 4aCcTOTa
cMepTeii, 00yCIIOBIIEHHBIX MHbeKImel, — 55,6 = 12,4 %
(MHGbEKIMOHHAS JIETaJIbHOCTh KaK Ha 3Talle MHIYKIINM,
TaK M Ha 3Tare KoHcomnauun). KymynaruBHas yactoTa
cMepTeli, 00yCJIOBIEHHBIX CUHAPOMOM JieliKocTasa, Oblia
MeHbIe 1 coctabuia 11,1 £7,6 %.

Ilo manHbIM wuccienoBateieir rpymmsl BFM, He-
CMOTpsI Ha pa3BUTHE 00JIee TSDKEIbIX MHGEKIU 1 Jie-
TOYHYIO TOKCUYHOCTh B MJIAAIIEN BO3pAaCTHOM TpyIIIE,

32
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CI TRD y naHHOIf KOTOPTHI COMOCTaBUMA C aHAJIOTUY-
HBIM TOKa3aTejeM B Irpyrne 0oJiee crapiuux geteid [7].

100

90 -

Cl unHdpekymia: 10 cmepteid; 55,6 £ 124 %

BepoaTtHoCTs, [%]
&
1

A Cl cuHgpoma neikocTasa: 2 cmepti; 11,1 £ 7,6 %

20 .. Cl peynpgusa: 1 peungus; 56 +56 %

Puc. 2. Kymyasmuenas uacmoma nebaa2onpusmuuix coobimuii y nayueHmos
maaowe 1 200a c OMJI

Fig. 2. Cumulative incidence of adverse events in patients younger than 1 year
with AML

MBI CpaBHWINA pPe3yJIbTaThl JICUEHUs JETei IepBO-
ro roja >XWU3HM ¢ TPYINON aeTeil B Bo3pacTe oT 1 10 4 jeT
(Tabn. 6).

Kak BugHo m3 Tabn. 6, Irokasareib MHIYKLIMOHHOM
JICTaJIbHOCTU B TPYIIIE AETei A0 Iojla CTATUCTUYECKM 3HA-
YMMO BBIIIIE, YEM B IpyIIe JeTeil B Bo3pacte oT 1 10 4 ner
(38,9 % npotus 6,7 %; p = 0,0016). B T0 ke Bpems1 KoJmye-
CTBO PeLIIAUBOB OOJIbIIIE B CTApIlIeil BO3PACTHOM IpyTire —
28,9 % npotus 5,6 % B rpynine aeteii 1o roga (p = 0,0442).

JosrocpouHasi BBLKMBAeMOCTDb JIeTeid B BO3pacTe 10
1 roga CTaTUCTMYECKW 3HAYMMO HIKE, YeM B BO3pacCT-
HBIX TToArpynmax ot 1 g0 4 net u ot 5 go 14 nget: BCB —
28 £ 11 %, 40 £+ 9 % u 51 = 6 % COOTBETCTBEHHO
(»p =0,0017) (puc. 3).

100
90 1

80 4

i 5-14net; n=92;47BTMMNP; 51+ 6 %

BeposatHocTs, [%]
w
=]
1

1-4 roga; n=45;208MMP; 40+ 9 %
poropa; n=18;58MMNP; 28+ 11 %

p=0,0017

T T T T T T T 1
0 2 4 6 8 10 12 14 16 18

roasl

Puc. 3. 5CB nauuenmos c OMJI 6 3agucumocmu om gozpacma
Fig. 3. EFS of patients with AML depending on the age
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Tabmuua 6. Pezyrvmamot newenus nayuenmos ¢ OMJI 6 3asucumocmu om 6o3pacma

Table 6. Results of treatment of patients with AML depending on age

Bceeo

CMepTh B MHIYKIIUU 7 38,9
bes orBera 0 0
TP 11 61,1
CMepTh B peMUCCUN 5 27,8
Bropas onyxojib 0 0
Peumnus 1 5,6
bes orBera 0 0
[I1P 5 27,8

18 100 45 100

3 6,7 0,0016
2 4,44 0,3634
43 95,6 0,0004
5 11,1 0,1020
1 2,2 0,5238
13 28,9 0,0442
1 2.2 0,5238
20 44.4 0,2219

CpaBuutenbhblit aHanmm3 CI TRD BeisgBua 6osiee BbI-
COKMeE MOoKa3aTe/Iu y AeTel 10 rofia o CPaBHEHUIO CO CTap-
1€l BO3pacTHOM rpymmoi: 66,7 + 11,7 % u 18,2 + 5.9 %;
»=0,0002 (puc. 4). B ro xxe Bpems CI Relapse ObL1a BhIlie
B MOATPYIINe JeTeil B Bo3pacte oT 1 mo 4 JieT mo cpaBHe-
HUIO C aHAJIOTMYHBIM [10Ka3aTesIeM y JAeTeid IepBOro roua
Ku3Hu: 66,7 £ 11,7 % npotus 5,6 £ 5,6 % cOOTBETCTBEH-
Ho (p = 0,0557). [laHHBIE pa3anuyus CBSI3aHBI ¢ 00Jiee BhI-
COKOI 4aCTOTOM MHAYKLMOHHOM JIETaJIbHOCTU B TPYMIIE
JIeTeil 70 Tola U MEHbBIIMM IPOLIEHTOM HOCTHXEHUS pe-
Muccuu (cm. Tabi. 6).

s Cl TRD
90 no roga; n = 18; 12 cmepteit; 66,7 £ 11,7 %
- n=45- i + )
e 1-4 roga; n = 45; 8 cmepTen; 18,2+ 5,9 'B=D,0002

60 Cl Relapse

BeposTHocTs, [%]

507 no roga; n = 18; 1 peungme; 5,6 £ 5,6 %
40 1-4 roga; n = 45; 13 peunpgueos; 34,8 £ 2.4 %
30 1 p =0,0557

oAbt

Puc. 4. CI TRD u CI Relapse y nauuenmos ¢ OMJI 6 3agucumocmu om 603-
pacma

Fig. 4. CI TRD and CI Relapse in patients with AML depending on the age

Ilpu aHanm3e mokaszarejeil BbIKMBAEMOCTU B 3aBU-
CHMOCTHU OT BO3pacTa HaMU BBISIBJIEHO, YTO BEPOSITHOCTD
nonrocpounoir BCB B rpynme nereit or 6 MecsieB oo
1 rofa cormocTaBuMa ¢ aHAJIOTUYHBIM TIOKa3aTesieM Y Jie-

Teit B Bo3pacre or 1 10 4 et (43 £ 18 % 140 + 9 % coor-
BETCTBEHHO), B TO BpeMsI KaK y IeTeil B Bo3pacTe 10 6 Me-
csiueB BCB 3HaunTenbHO Hke — 18 = 12 % (p = 0,0404)

(puc. 5).

100

50 4
o
70
E o 14 ropa,n=45;208T1MP; 40+ 9 %
g" >6 mecaueB; n=7;3BMMNP;43+18 %
2 50
& -l 1
&

30 o

<6 mecaues; n=11;2eMMNP; 18 £ 12 %

20 1

10 4

p =0,0404

0 T T T T T T T T 1
0 2 4 3 8 10 12 14 16 18

loaw

Puc. 5. bCB nayuenmos ¢ OMJI 6 3aeucumocmu om eo3pacma
Fig. 5. EFS of patients with AML on the age

3akimouenue

HaHHast paboTa mpeacTaB/IsieT OMNbIT Halle KIMHUKU
B ieueHun OMJI y nereit no 1 rona. Ha ocHoBanuu npo-
BEIEHHOTO aHAJIU3a Mbl BBISIBWIM MpeodlafaHue B AaH-
HOIl KOTrOpTe IMallMeHTOB C aHOMaIMsIMKU pervoHa 11q23
u M5-BapuaHnTta no FAB-kiaccudukaiumm, 4ro corjiacy-
eTCsl ¢ MaHHBIMU JUTepatypsl [7]. OCHOBHOW NMPUIMHON
Hey/1ay B JIeYEHUU SIBUICS BBICOKHUIA OKAa3aTeb CMEPTHO-
CTH, OOYCIIOBJICHHOI JIeUeHEeM. DTO MOXET OBITh CBSI3a-
HO C JOCTAaTOYHO UHTEHCUBHBIM, OCOOEHHO B OTHOILIEHUU
«TalMUHTa», KYPCOM JIBOMHOW MHIYKUMU B MPOTOKOJIAX
OMIJI-MM, a Takke HEmOCTaTOYHOU pemyKIneil BhICO-
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KUX 103 uTapabuHa. Kaxk moka3aHO B MCClIeIOBaHUU
A.P. Periclou (1996) [15], u3y4asiiero (apMaKOKMHETH-
Ky BBICOKMX 03 IUTapaOuHa, KIMPEHC 1IMTO3apa y MJia-
JIEHIIeB HU3KUI 1 JIOCTUTAET 3HAYEHUST B3POCITBIX TOJIHKO
nocie 2 ner. C 3TUM, MO-BUAUMOMY, CBSI3aHA BBICOKas
TOKCUYHOCTb LIMTapabuHa y aeteit 10 1 roga, 4yto TpedyeT
JIOTIOJTHUTENIbHON Koppekuuu 103. CieayeT BOCHOIb30-
BaTbCs pe3yIbTaTaMu UTaIbsiHCKOM rpymnsl AIEOP AML
2002/01, tme BbICOKHME 03Bl IIMTapaOMHA Ha3HAYAIUCh
B COOTBETCTBUM C BO3PACTOM MJIa[ICHIIA: MEHEE 3 MECSIIEB —

FTEMATOJIOTMN u OHKOJIOT MU

20 % ; 4—5 mecaues — 30 %; 6—7 mecsues — 40 %; 8—10
mecsueB — 50 % u 11—12 mecsueB — 60 % no3wr [1].

Jutst OYayIIMX MCCIEIOBAHNI TIEPCIIEKTUBHBIM SBJIS -
eTca GoJee MPUCTATEHOE BHUMAHME K BO3PACTHOM KO-
PEKILIMH 103 LIUTApabuHa B LEISIX CHUKEHNSI TOKCHIHO-
CTH 1 yIyYIIEHNE KA4eCTBa COTIPOBOIUTEILHON TepaTTHHL.

KondamkT narepecon
ABTOpBI  3a8BJISIIOT 00 OTCYTCTBMM KOHDJIMKTA
MHTEPECOB.
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Hoppekuusa ucnonHUmMenbHbIX PYHRUUI
u pabombl caKKapgu4yeckKoli cucmemnl y aemei
C onyxonamu 3afHell yepenHoil AMKU

B.H. Kacarkun', 1./I. Boponuna', M.A. Illypynosa':2, A.A. [Ipenépa’ 3, A.A. PaooBa!,
E.B. Muponosa!, A.®. Kapemmn!, A.I'. Pymsnnesn!

'QI'BY «<HMHUII ITOH um. Imumpus Poeaueea» Munzopasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1;
2Bbuonoeuueckuil haxysvmem, kageopa evicuieii Heproii desmeavrocmu PIEOY BO «Mockogckuii 2ocydapcmeeHHblil yHusepcumen
um. M.B. Jlomonocosa»; Poccus, 119234, Mockea, ya. Jlenurckue Topet, 1, cmp. 12;

SDakyrvmem ncuxonoeuu, kagpedpa memoodonoeuu ncuxonoeuu PIBOY BO «Mockosckuil 20cy0apcmeenHblii yHUeepcumem
um. M.B. Jlomorocosa»; Poccus, 125009, Mockea, ya. Moxosas, 11, cmp. 9

Konmaxmmuuie dannvte: Enuzasema Buxkmoposrna Muponosa elvmironova@mail.ru

Beedenue. Hcnonnumenvivie gynxuyuu (UD) moxcHo paccmampueams Kak 3auUMOCEAZAHHYIO 2PYNNY KOHUMUBHbIX HABLIKOG, OMEen -
CMBEHHbIX 3a Uenesoe nosedeHue, Komopas eKkaiouaem 6 cebs Kak evicuiue, max u Husuue gyuxuyuu. K evicuum gyniyusm omnocumes
UHUOUPOBAHUE, NEPEKAUAeMOCMb, KOCHUMUBHAS 2UOKOCMb, NAGHUPOGAHUe, padoyuas namams u peuienue npooaem. Huoxcnuii yposens
HD — 5mo ckopocmb npoueccunea u KocHumueHas ek musnocmo/be2nocmo, Komopuie oocayxcugarom goicuiue UD.

CHuxcenue nokazameneii U® u 3amednenue npoueccunea y nayueHmos, noAy4aeuiux KOMNACKCHYIO Mepanuio npu ONyXoasx 3a0Heil
YEPenHoll AMKU, NPUBOOAM K YXYOUICHUIO KAYeCMEa JICU3HU U COUUANbHo20 (yHKuuonuposanus. IIpednosazaemcs, ymo Hapyuwienus
HD u npoyeccunea ceszanvl ¢ HEMOYHOCMAMU 8 pabome CaKKaOU4eckoll CUCMeMbl.

Mamepuaaot u memooot. B nurommnom uccaedosanuu yuacmeosanru 5 nauuenmos é ospacme 10— 14 1em ¢ onyxoasamu uepentoi amgu, Ha-
XOOUBUIUXCSL HA PeabUAUMAUUY U NOAYHAGUIUX KOMIACKC ANNAPAMHOIL KOppeKulu ¢ npumereruem npubopoe Dynavision D2u Neurotracker,
Hanpaenennblil Ha modupuyuposanue UD u npoyeccunea. Jlee duaznocmu4eckue ceccuil, npo8ooUMble Memooamu ailmpeKunaa u bamapeu
CANTAB, ouerusanru cocmosnue cakkaduueckoii cucmemst u UD 0o u nocae peaburumayioHHo2o npouecca.

Pesyavmamot. [lepeviii onvim ucnonb306anus KOMRACKCA annapammusix memodos koppexuyuu HD npodemoncmpuposan yayuuienue pa-
b6ombl CaKKaou4eckoi cucmembl, HeCMOMPs HA PA3ZHOOOPA3HbIE HAPYUICHUS 3DUMENbHO20 AHAAUZAMOPA, KOMOPble UMeAU MeCmo y 6cex
demeii. I[lonyuennoie pesyabmamol yKazvi6aom Ha NEPCREKMUGHbIe NYMU 6 PeuleHUU IMOU AKMYaAbHOU npodaembl.

Karouesvle caosa: ucnosnumenstoie yHKYUU, ONYXOAU 3A0HEl YEPeNnHOU AMKU, CAKKAOUHeCKas cucmema, npoueccune, annapamuas Kop-
pekuyus, peabusumayus, atimpexune, Dynavision D2, Neurotracker, CANTAB

DOI: 10.17650/2311-1267-2017-4-3-35-42

Correction of executive functions and the operation of the saccadic system
in children with tumors of the posterior cranial fossa

V.N. Kasatkin', I.D. Borodina', M.A. Shurupova®?, A.A. Dreneva’>, A.A. Ryabova’,
E.V. Mironova', A.F. Karelin', A.G. Rumyantsev’

'Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia, *Biological Faculty, Department of Higher Nervous Activity, Lomonosov Moscow State
University; 1, Bldg. 12 Leninskie Gory St., Moscow, 119234, Russia, °Faculty of Psychology, Department of Psychology Methodology,
Lomonosov Moscow State University; 11, Bldg. 9 Mokhovaya St., Moscow, 125009, Russia

Rationale. Executive functions (EF) can be considered as interrelated group of cognitive skills responsible for target behavior, including
both higher and lower functions. Higher functions include inhibition, switching, cognitive flexibility, planning, working memory and solving
of problems. Lower level of EF is a speed of processing and cognitive effectiveness/fluency which serve EF. Decreasing of EF and slowing
of processing at patients received complex therapy in case of tumors of posterior cranial fossa lead to decreasing of quality of life and social
functioning. It is supposed that disorder of EF and processing are connected to inaccuracies of saccadic system.

Materials and methods. Five patients at age 10— 14 years old with tumors of posterior cranial fossa were enrolled to this pilot study. These
patients received rehabilitation and complex of hardware correction with the help of Dynavision D2 and Neurotracker equipment aimed
to modify EF and processing. Two diagnostic sessions realized by itracking method and CANTAB battery to diagnose condition of saccadic
system before and after rehabilitation process.
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Results. First experience of usage of a complex of hardware methods for EF correction showed improvement of function of saccadic system
despite of different disturbances of visual analyzer which were diagnosed at all children. These results indicate the promising ways in solving

of this actual problem.

Key words: executive functions, tumors of the posterior cranial fossa, saccadic system, processing, instrumental correction, rehabilitation,

eye-tracking, Dynavision D2, Neurotracker, CANTAB

Omnyxomm meHTpanbHOUW HepBHOUM cuctembl (LTHC)
SIBJITIOTCS CaMBIMU YaCTHIMH COJIMIHBIMU HOBOOOpPa30-
BaHUsIMU JeTcKoro Bospacra. Jlo 70 % omyxosneii y ae-
Teil crapiie 3 JIeT pacmoaralorcs WH(paTeHTOPUATHLHO
B 3amHelt yepenHoit ssmke (3YS1) [1]. Mcroas3oBaHme co-
BPEMEHHBIX TEXHOJIOTUI1 TepaIllii IT03BOJISIET MOOUTHCS
JOCTVDKEHUST MPOAOJLKUTEIbHON pemuccun y 60—70 %
MMAIlMeHTOB ¢ JaHHOI maTojorueit [2]. OmgHako cama Jio-
KaJn3alns HOBOOOpa30oBaHMWIT U arpeCCUBHOCTb METOIOB
TepaIy IPUBOIIT K CTONKOI MHBATMIN3AIINHU B IIPOIIEC-
ce neueHus. Jo 90 % mauueHTOB, M3JI€UYEHHBIX OT OIy-
xonert IIHC, nmmeroT HapylmieHWs O CTOPOHBI BBICIIICH
HEpBHOM MeSITeTbHOCTH, OIOPHO-IBUTATEIPHOTO arlla-
paTa ¥ HOOKPUHHOM CHUCTEMBI, TP 3TOM OHU Ha IIJIU-
TeJIbHOE BpeMsI BhITIAAaIoT U3 coumyMma |3, 4].

VY neteit, mepeHeCIINX OHKOJIOTMIECKOE 3a00JIeBaHNE,
HaOJIfomaeTcss CHIDKeHNE HeMPOKOTHUTUBHBIX (DYHKIIHIA:
KOHIICHTpAllM BHUMaHUs, paboveil maMsITH, CKOPOCTH
MIPOLIECCUHTA, 3PUTEILHOTO BOCTIPUSITHS, UCITOTHUTEIb-
HeIX QyHkuuin (MP) [5—8]. HeltpokorHUTUBHBIE Hapy-
IICHUS BBI3BIBAIOT OIPAaHMYCHUS B e3KeTHEBHOI aKTUBHO-
CTH: B CaMOOOCIy:XMBaHUU, ydeOe, mpochecCHOHATbHOMN
neaTenbHOCTH [5, 9, 10].

MO Takcke IBISIOTCS TIPEOIUKTOPAMM aKaIeMHUIeCKOM
YCIIEeBaGMOCT! M COIMAIEHOTO (hYHKIIMOHMpOBaHUA [11—
15]. ¥ nereii, nepeHecIINX OIyX0Jb FOJJOBHOIO MO3ra, CHU-
xenne V@ npuBoauT K CHIDKEHUIO KadecTsBa XKM3HU |16,
17]. IToaTomy KpaiiHe HeOOXOIMMBIM SIBJISIETCSI UCITOIb30-
BaHME METOINK, HAIIPaBJICHHBIX Ha KoppeKimio YD,

IIpeanonoxureabHO, OMHUM U3 TTOAXOAOB K yJydllle-
Huto U@ gBisgeTcss m3aMeHeHNEe pabOThI CaKKaIMIecKOi
cucTeMbl. B psime rccireqoBaHmii OBUTO MOKAa3aHO, YTO TP
MMOpaKEeHMSIX O0JaCTeil YepBsA M IIOIYIIApUA MO3KedKa
BO3HMKAIOT TUIIEPMETPUICCKIE CAKKAIBI, M3-3a KOTOPBIX
B30p JOCTHUTACT HeNN (CTUMYJIA) ITOCPEACTBOM AOTIOIHH-
TeJIbHBIX KOPPEeKTUPOBOUHBIX cakkan [18, 19]. IIpenmo-
JIaraeTcsi, 4TO IPU KOPPEKIIUH pabOTHI CaKKaaUdeCKOM
CHUCTEMBI, T. €. TIPU CHIDKEHUU 00BbeMa MOIOTHUTEIBHBIX
KOPPEKTUPYIOIINX, MAJIOAMIUIUTYIHBIX, KOHTEKCTHO-He-
YMECTHBIX CaKKal, MOXHO OXUAaTh yiryumeHuiit MdP kak
3a CYeT YMEHBIICHUS TOCTYIICHHUSI HepeJleBaHTHOM MH-
dopmalmu yepe3 3pUTeIbHBIN aHAIM3aTOp, TaK 1 33 CUCT
ocBOOOXIeHNs pecypcoB peanm3aunu M®D. B manHoit
CTaTbe OIMMCAH TEPBBIN OIBIT IIPUMEHEHUS KOMIUIEKCa
amnmapaTHBIX METOHOB, HAIlpaBJICHHBIX Ha IOBBIIICHHE
MIPOILIECCUHTA, VIyUYIIeHNEe 3pUTEIBHO-MOTOPHOM KO-
opmuHanuu (T7a3—pykKa), IOBBHIIIeHHEe cKopoctn MO
(MHTOMpOBaHUE, TIEPEKIIOIAeMOCTh, paboyas maMsITh),

36

yiyudireHre oxyca 3puTeIbHOTO BHUMAHUS Y ACTeH, TIe-
peHecmmx omyxomn 3YS1. Takum obpa3om, maHHasT KOp-
PEKIIAST MOXKET BIMSITh M Ha PabOTy CaKKaIMIeCKOU CH-
CTEMEL.

MarepuaJjibl 1 METObBI

Tlayuenmut

B nccnemoBanre BKIFOYCHBI 5 MAIIMEHTOB C OITYXOJIsI-
mu 3YS (4 manbunka u 1 neBouka) B Bo3zpacte ot 10 10
14 ner (MegmaHa — 11 Jyer), 3aBepIIMBIINX JCUCHUE IO
TIOBOIY OCHOBHOTO 3a00JicBaHUs. MeanaHa BpeMeHM Ha-
OJIIOJeHUSI [TOCJIe OTMEHBI Tepanuu — 13 (4—66) mec.

[ucromormyecknii BapuaHT OITYXOJIM, JIOKATW3AIIHS
omyxojieBoro Tporiecca B 345, pacmpocTpaHeHHOCTh
omyxojieBoro Iporecca (M-cTammst), o0OBbeM Tepamuu
¥ COCTOSTHIE OITyXOJIEBOTO IIpoIlecca Ha MOMEHT OCMOTpa
npeacTaBieHbl B Ta0I. 1.

Bce manmeHTI UMENN pa3IMIHYIO ITAaTOJIOTHIO CO CTO-
POHBI OPTaHOB 3PCHMSI, BRI3BAHHYIO KaK OCJIOXKHECHUSIMU
TIepPEeHECEHHOTO JICUeHMsI, TaK U THTEPKYPPEHTHOM I1aTo-
JIOTHEH: y BCeX 5 MAIMeHTOB OTMEYaJICST HUCTAarM pa3HOM
CTETIeH! BBIPaXKEHHOCTH, ¥ 00JBbHBIX No 1 1 Ne 5 mmenoch
aJbTepHUPYIOIIee KOCOTIa3ne 1 ocIadeHne KOHBEpreH-
muu, naureHTs Ne 3 1 Ne 5 cTpamaiy MUOITUEN cpeTHeit
cTereHH (TpeboBajIach IMTOCTOSTHHAS. OUYKOBast KOPPEKIIHS )
W UMM MOHOKYJISIPHBIN TUIT 3peHMs, V¥ marueHTa No 2
VMEJINCh HapYIIeHUs TPOBEACHUS 3PUTEIBHON adde-
pEHTAlIM Ha KOpY IO JAaHHBIM 3PUTEBHO BBI3BAHHBIX
MOTeHIIMANIOB, y TMamueHTa Ne 3 — Tpoduueckas s3Ba
poroBHIIHI, y marieHTa Ne 4 — jrydeBast KaTapakTa 000MX
a3, y mamveHTa N 5 — yacTiuaHas aTpodust 3pUTeIbHBIX
HEPBOB.

Jusaiin uccaedosanusn

WccnenoBanue nposoauiock Ha 6a3e JIPHLL «Pycckoe
nose» PI'BY «HammoHanpHBI HayYHO-TIPAKTAYECKUI
LIEHTP AETCKOW reMaToJIOTUU Y OHKOJIOTUM UM. JIMUTpUs
PoraueBa» MunsapaBa Poccuu, B KOTOpoMm OOJIbHBIE Ha-
XOIWINCH Ha mpoTsikeHuu 1 mec. Ha pucyHke npeacras-
JIEH IU3aiiH UCClieq0BaHMSI.

JlnarHocTuyeckoe KoppekuuonHoe JIuarHocTuyeckoe
obcienosanue 1 BO3JEiiCTBIE o0cJaenoBanue 2
AWNTpEeKUHT Dynavision D2 AWTPEeKUHT
CANTAB Cognisense CANTAB
3 nHs 21 neHn 3 nHs

Jusaiin uccaedosanus

Study design

2017 11}
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Table 1. Description of the clinical state of each patient

JleBas remuc-

O+ 0+ 0+ IXT

dbepa Mo3xKeu- M3 TTonHbIi
Ne 1 M 10 net 8 et lgggiﬁéﬁ; Ka U JIeBbII (CrIMHHOM gléTON(I;X) -; il;l;{f 13 mec OTBET, PEMUC-
MOCTOMO3XeY- MO3T) VCR -'l-ﬂI.IXT cus
KOBBI yroJ
Menynno- Yepsb u 4-ii G ?:;J:I"HVCCI;C? IQIC)T.(%) eyt
Ne 2 M 14 net 7 net 6 (CTIMHHOM 66 Mec OTBET, PEMHUC-
JlacToma KETy0ueK (nporokon HIT
MO3T) cust
2008)
Anama- O + IIXT + JIT
CTHCCKAs UYepss i 4-if (ok.) ¢ XT VCR + TMonnbrit
Ne 3 pit 11 ner 9 net P MO (uer) [IXT + MXT + O 12 mec OTBET, peMMC-
SIEHANMO- KeJTynouek e ons
ma MPOTOKOJT)
ITpomonrosa-
ThIA MO3T U
KpaHUOBEP-
TeOpaTbHBII OcraToyHast
Ne 4 M 10 et 8mer  Hespumoma ~ OPeXOLE — O + O + JIT (10K.) 13mec ~ OTYXOM, cTas
napaBepTe- OuM3aLus
OpaJIbHBIM 0oJie3HU
pacrpoctpa-
HEHHEM cJieBa
1o C6
. TTonHbrit
Menyio- YepBb u 4-it O+JITcKCO(ct 1) _
Ne 5 M 13 ner 11 ner GracTOMA e m—— Mx ¢ XT VCR + TIXT 4 mec OTBeTé P}:;Mnc

Ilpumenanue. M — manrvuux; /I — desouxa; O — onepayus; [IXT — noauxumuomepanus; u/m Mix — unmpamexaivhoe @éedenue mMemompeKcama;
JIT — ayuesas mepanus; KCO (8. 0.) — ayuesas mepanus ¢ ooayuenuem 345 + evicokue 003wt kpanuocnunanvhoeo oonyuenus; XT VCR — xumuomepanus
sunipucmutnom; JIT ¢ KCO (cm. 0.) — ayuesas mepanus ¢ oonyuenuem 344 + cmandapmmusie 0ozl kpanuocnunanvhozo ooayuenus; JT (10k.) — ayuesasn
mepanus ¢ 10KaAbHbiM 00ayueHuem aoxca onyxoau; MXT — monoxumuomepanus.

Memoovt duaznocmuseckozo 06caedosanus

JlmarHocTuyeckoe o0caea0BaHKe TPOBOINIOCH B IEP-
BBIC 3 THS TIPU TTOCTYIUICHUU U B TIOCIICTHME 3 THS TIepen
BbIMUCcKO. OHO BKJTIOYAJIO B ce0sl 2 BUIa UCCIEIOBAHUIMA:
METO/l BUIEOOKYI0rpaduyecKoii perucTpaliy IBUKEHMS
a3 (aUTPeKWHT), TUAarHOCTUKY CKOPOCTH TIPOIIECCUHTA
u V@ 1mipu mmoMoIM amnrapaTHbIX METOAMK Ha Iprudope
CANTAB.

Memood eudeookynroepaghuueckoii peeucmpauuu 08u-
Jcenus enaz — memod aiimpexunea. TIponzBonuiock 2 3a-
Mepa I1a30ABUTaTeIbHOM aKTUBHOCTH: TP MOCTYILICHUN
W TIPY BBITIMCKE TTALIMEeHTA U3 peaObIMTAIIMOHHOTO IIEHTpA.

CmumynsHole napaduemst. B ncciaenoBaHUM UCTIONB30-
BaJIUCh CJICAYIOIINE TECTOBbIE MapaaurMbl:

- TECT «YIepKaHue B30pa Ha TOUKE»;

- TecT «10 Touek»;

- tect «Go/No-Go»;

- TecT «3ab0p».

HeranpHoe omNMMCaHME KaxXXAOro TecTa M OIKMCaHUe
MpoIeIypbl MOXKXHO HaiTh B cTaThe S. Goldstein et al. [20].

Ob6pabomka pe3zyabmamos atimpexurnea. VI3 Tonydae-
MbIX KOOPAMHAT IOJIOXKEHHUS 3payka MpOrpaMMHBIM all-
roputMoM ViewPoint Data Analysis™ BeImeIsUTMCh (DUK-
calliM M CaKKaJIbl, a TAKKe WX IMapaMeTphbl: JJINTSIbHOCTD
dukcaluii, TaTeHTHOCTh CaKKaJl, aMIUIMTyIa CaKKal U T. 1.

s duaenocmurku D u npoueccurea VCIOIb30BATKUCH
meronuku u3 komriekra CANTAB [21]; nogpo6Hoe omnica-
HUE MCTOIb30BAaHHBIX METOIMK MPEACTaBIEHO TaM Xke. DTO
KOMITBIOTepM3UPOBAaHHAsT OaTapes] KOTHUTUBHBIX TECTOB,
TepBast YacTh KOTOPOIl pETUCTPUPYET JJATEHTHOE BPEMST OT-
BeTa (T. €. BpeMsI C MOMEHTa TPEIbsBICHUS] 3pUTEILHOTO
MaTTepHa 10 MOMEHTA HaXKaTWsI Ha SKpaH WJIM TIPECcCIian).
Bropast yacTb TecToB HarpaBiieHa Ha quarHoctuky Md [22].

Wcnonb3yemble OaTtaped  HEHPOICUXOJOTUYECKUX
tectoB CANTAB: MOT (Motor Screening, «IIpoba Ha
3pUTEILHO-MOTOPHYIO KoopnuHaiuio»), BLC (Big/Little
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Circle, «bosbiloii wim majieHbkUii Kpyr»), PRM (Pattern
Recognition Memory, «Y3HaBaHU€ 3pUTENBHBIX MATTEP-
HOB»), SSP (Spatial Span, «O6beM 3puUTEIbHO-TIPOCTPAH-
CTBeHHOU mamaTh»), SWM (Spatial Working Memory,
«[IpoctpaHcTBeHHasg pabouasg mnamsATh»), RVP (Rapid
Visual Information Processing, «bricTpast 00paboTKa 3pn-
TEJIbHOU UH(pOPMALIUN»).

Memodvt KoppeKkuuonH020 8030eiicmeus

Dynavision D2 mpencrasisieT coboil padouyoo Io-
ckocTh 120 x 160 cM, HAa KOTOPOI KOHLEHTPUYHO PACIIO-
JIOXeHBbI 64 CBETOBBIX MHAMKAaTOpa. MHIMKATOPBI MOTYT
3aropaTbCs U TacHYTh B 3aBUCUMOCTU OT BBIOPAHHOTO
pexurmMa paboThl. 3amayeii MalueHTa Py 3TOM SBJISIETCS
KaK MOXHO ObICTpee HaXXUMaThb Ha MOACBEYECHHbIE UHU-
KaTOPbI B COOTBETCTBUU C UHCTPYKIIUEHA.

ITpubop Dynavision D2 HampaBjieH Ha TPEHUPOBKY
3PUTEIbHO-MOTOPHOU KOOPAWHALIMU, pacIpeaeeHus
U MEePEeKIIIOYEHUsI BHUMaHUSI, OBICTPOTY PEaKlIU U yBe-
JINYEHVE TEMITOBBIX XapaKTEPUCTUK MALIUEHTOB [23, 24].

B HacrosiliemM uWcciiefoBaHUMM  HA  TpEHaxepe
Dynavision ucnosibs3oBajoch 8 cyotectoB: «IIpocrast 3pu-
TeTHbHO-MOTOpHAs peakius», «CeHCOMOTOpHasl peak-
LIYSI ¢ pUTMUYECKON cTUMYJsiueit», « MHruoupoBaHue»,
«BeT—pyka», «lIudtuHr», «3puTeibHOE BHUMAHUE»,
«CpenHsas tuHus 1», «CpeaHsis TUHUS 2».

IlepeuncnenHbie CyOTECThl OAOT BO3MOXHOCTb M-
arHOCTUPOBATh U KOPPEKTUPOBaTh (DYHKIIWU IPOLEC-
CHUHTa, 3PUTEIbHO-MOTOPHOW WHTErpanuu, nepudepu-
YEeCKOro BHUMAaHWUS (BCE CYOTECThI), paclpelesieHHOTO
BHUMaHUS («3pUTEIbHOE BHUMaHUE»). Takxke ocyllecT-
Bisiiach koppekis M®: narnduposanne («MHTMONPO-
BaHUe», «CpenHsis TMHUS 2») U mdTUHT («LIBeT—pyKa»,
«udTrHr»), NPOrpaMMUPOBAHNE U KOHTPOJIb («MHTH-
oupoBaHue», «lIBer—pyka», «Iludtuar», «3puTeIbHOE
BHUMaHUeE», «CpeaHss TMHUS 1», «CpeaHsiss TUHUS 2»).

ITponomxurensHOCTh | 3aHsATUS cocTaBisuia ot 10 mo
15 muH.

Neurotracker CogniSense Neuro C3 mnpeacrtapiset
coboit 3D-sKpaH, Ha KOTOPOM MepeMelalTcs 8 mapu-
KOB. 3ajaueil malueHTa SIBJsieTcs B TeUeHNE HECKOJBKIX
CEeKyH]l YAepXWBaTh BO BHUMAaHUU 3 IIEJIEBBIX IIAPUKA,
KOTOpbIE BHaYaJse MOACBEYNBAIOTCS APYTUM LIBETOM, a 3a-
TeM MPUOOPETAIOT TOT Xe LIBET, UTO U 5 IPYrux. 3aHsTUs
Ha TpeHaxepe KOPPEeKTUPYIOT (PYHKIIMU MaMsITH, KOH-
LIEHTpalluy BHUMAHUS U Pa3BUTHE TaKNX XapaKTePUCTUK
BHUMAaHWSI, KaK IJIUTEIbHOE YIEPXKUBAHUE U pacIipesiesie-
Hue [25].

ITponomxurensHOCTh | 3aHsATUS cocTaBisuia ot 10 mo
15 muH.

Pe3ynbraTbl HCClIeA0BAHUS

Ilayuenm Ne I niporen 10 KOPPEKITMOHHBIX 3aHSITUI
Ha TpeHaxepax Dynavision u Neurotracker.

38

FTEMATOJIOTMN u OHKOJIOT MU

Pezyavmamui,  noayuennvie memodom  ailimpexkumea.
Y manmeHTa BO BTOPOM 3aMepe YIydIIuiach CTaOWIIb-
HOCTb yepKaHUs B TeCTe «YIepKaHUe B30opa Ha TOUKE»;
B TECTe Ha IepeKItoueHne 3puTeabHoro BHuManust «Go/
No-Go» yMEHBIIUIOCH YNCIO KOPPEKTUPOBOUYHBIX CaK-
KaJI, CHU3WIACh JTATEHTHOCTh PEJIEBAHTHBIX CaKKall; B Te-
CTe 3pUTENIbHOTO MnojcyeTa «10 Touek» CHU3WIUCH IJTMHA
MyTU CKAaHWPOBAHUS, YNCIIO (DUKCAIII 1 BPeMST BBITION -
HEHUS 3aJ]aHusI; B TecTe Ha (DOPMUPOBAHNE PUTMUYECKUX
[JIa30[[BUTATEIbHBIX TATTEPHOB «3a00p» TMAIMEHT CMOT
ob6Bectu | martepH (Tabi. 2).

Pezyaomamot, noayuennvie memodom CANTAB. Y tranm-
€HTa YMEHBIITWIOCH JIATEHTHOE BPEMST OTBETA, YIIyJIINIach
dyHKIMS TIepexTiouaeMocTi. BrIpociu mokasarenn Kak
HETOCPEACTBEHHOM, TaK U OTCPOYEHHOI maMsTu (TabJ. 3).

Pezyaomameot koppexyuonnoil ceccuu. Tlo pesyiasratam
10 3angaTtuit Ha TpeHaxepe Dynavision ObUTa BBISIBIIE-
Ha TI0JIOKUTeNIbHAsl TuHaMuKa 1o cyorectam «I[Ipocrast
3pUTEILHO-MOTOpPHas peakius» U «CeHCOMOTOpHasI pe-
aKIMs C PUTMUYECKOUN CTUMYJISIIIAECI», KOTOpast 3aKJIi0-
yajgach B TIOCTETICHHOM CHIKEHUM CPEIHETO0 BPEMEHU
peaxkiiu OT MePBOro K MocjieAHeEMY 3aHsATUIO (TabJ1. 4).

Ilayuenm No 2 ipoinient 5 KOpPEKIIMOHHBIX 3aHITUI HA
TpeHaxepax Dynavision u Neurotracker.

Pezyavmamoi,  noayuennvie memodom  ailimpexkumea.
Y manmeHTa BO BTOPOM 3aMepe YIydIImiach CTaOWIIb-
HOCTb yepKaHUs B TeCTe «YIepKaHUe B30pa Ha TOUKE»;
B tecte «Go/No-Go» yBennuniics Koa(pOUIIMEeHT BBITION -
HEeHUs 3amaHust; B Tecte «10 Touek» CHU3WIUCH JTMHA
MyTU CKaHUPOBAHUS U YUCIIO (DUKCALUIA; B TecTe «3a00p»
nalueHT cMor ooBecTu 3 rmarrepHa (cMm. TabJ. 2).

Pezyavmamet, nonyuennvie memodom CANTAB. Y nmaum-
€HTa YMEHBIIIWIOCH JJATEHTHOE BpeMsl OTBETa, YBEJTUIM-
JIVCh TOKA3aTeIu KaK HEMOCPEICTBEHHOTO, TaK U OTCPO-
YEHHOT0 BOCIIPOU3BENCHUS. YBEIUUMUICS 00beM paboueit
MaMsITH, a TakKe TMPOIEHT MPAaBUJIBHOTO pearnpoBaHUS
Ha CTUMYJ (cM. Tad. 3).

Pezyavmamur koppexyuonnoii ceccuu. Tlocne cepum u3
5 KOPPEeKIHMOHHBIX 3aHATUI Ha TpeHaxepe Dynavision
OBLIIO OOHAPYKEHO CHIKEHUE TToKa3aTesIeil CpeTHETO Bpe-
MeHM peakimu 1o cyorectam «[Ipocrast 3puTebHO-MO-
TOpHasi peakius», «CeHCOMOTOpHAasT peakivsl C PUTMU-
yeckoil crumysisauueii» u «MHrudupoBanuie» (CM. Tad. 4).
Ha tpenaxepe Neurotracker ObUIO TakKe BBISIBJIEHO 3HA-
YUTEJIbHOE MOBBIIIIEHUE O0IIEro pe3ybrara (TabJ. 5).

Ilayuenm No 3 ipoiniest § KOpPEKIIMOHHBIX 3aHITUI Ha
TpeHaxepax Dynavision u Neurotracker.

Pezyavmamoi,  noayuennvie memodom  ailimpeKkumea.
Y manmeHTa BO BTOPOM 3aMepe YIydIInmiach CTaOWIIb-
HOCTb yAepKaHUs B TeCTe «YIepKaHUe B30opa Ha TOUKE»;
B Tecte «Go/No-Go» yBenuuwics Ko3(pdUIIMEHT BbI-
TOJTHEHUST 3alaHUs, TIOBBICWJIACh TOYHOCTh TIEPBOM pe-
JIEBAHTHOM CaKKajbl, CHU3WIACH JIATECHTHOCTh PEJICBAHT-
HBIX cakkan; B Tecte «10 Touek» CHU3ZWINCH IJIMHA TTyTH
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Taﬁmma 2. Ole/lOMomOprle napamempul npu 6blNOJHEHUU Mmecmoe ecemu hayueHmamu 6 0boux 3amepax

Table 2. Oculomotor parameters in the performance of tests by all patients in both measurements

ViepxaHue Jucnepcusi KOOpauHaT

110,06 91,94 63,09 38,83 37,71 27,35 4561 32,56 56,58 38,62
B30pa Ha TOYKE B30pa, IIKCJI
Go/No-Go epeneeimn oo | e ss | s | e | s | s | @ | e | a0 | oo
Hud 3agaHus, %
IaensuensdiBae= | e | g 111,86 134,08 121,7 117,21 - 22625 152,74
BaHTHOU CaKKaabl, %
depreramrenviezies | e gn | g 1,11 23,00 31,58 30,01 - 5926 47,62
BaHTHBIC CaKKaabl, %
JIaTeHTHOCTS PENEBANT- o6 01 471 64 506,51 648,71 582,64 471,14  — 616,51 54581
HOM CakkKaabl, MC
10 Touek e ol BV RO = 196,22 102,95 124,38 144,17 246,41 200,25
HsL, TPaj
KonnuecTBo hukcanmii 18 16 32 27 26 17 16 19 19 14
g SLTO S 8,01 7,09 13,58 13,31 866 699 849 669 889 7,75
3a/laHus, C
Geiios KonmnyectBo 06BeIeHHBIX 0 1 3 1 3 0 . 0 0

NaTTEPHOB

Tabmuua 3. Pesyasmamot, noayuentsie npu evinoaHenuu mecmoe CANTAB ecemu nayuenmamu 6 060ux 3amepax

Table 3. The results obtained during the performance of CANTAB tests by all patients in both measurements

MOT 1300 mc 1200 mc 1065 mc 832 mc
BLC 95 % 100 % 100 % 100 %
PRM 95 % 99 % 54 % 85 %
PRM 33 75 66 83
SSP 4en 4en 3en Sen
SWM oo | et | omtrs | e
RVP 5% 7 % 66 % 91 %

1700 mc 1300 mc 1136 mc 891 mc 1700 mc 1300 mc
20 % 100 % 80 % 100 % 100 % 100 %
60 % 91 % 95 % 95 % 95 % 99 %

85 96 83 85 33 76
Sen Sen 6en 6en den Sen
85 70 15 14 38 21
ommOOK  OmMOOK  OMHMO0K ommnodox ommnbox ommnoKa
66 % 91 % 88 % 95 % 100 % 100 %

CKaHMPOBAHUSI, YNCIIO (PUKCALMIT U BPEMsI BHITIOTHEHMS
3aaHus; B TecTe «3a00p» MalMeHT CMOT OOBECTH 3 TIaT-
TepHa (cM. Tab. 2).

Pesyaomamot, nonyuennvie memooom CANTAB. Y mna-
LIMEHTA BBISIBIEHO YMEHBIIEHUE JIATEHTHOTO BPEMEHU
OTBETOB. Yiydimiwiach (GYHKIUS TEPEeKITI0YaeMOCTH.
[Mpousonuio yBenMueHUWe KakK HETMOCPEACTBEHHOTO, TaK
U OTCPOYEHHOTO BOCIIPOU3BEACHUS CTUMYJIOB (CM. Tab. 3).

Pe3yromamul koppexyuonnou ceccuu. Ilo pesyapratam
8 3aHgaTuit Ha TpeHaxepe Dynavision marmeHT mokazan
MOJOXUTENbHYIO MWHAMUKY To cyotectam «[Ipoctast

3pUTEILHO-MOTOpPHAsT peakius» U «CeHCOMOTOpHasI pe-
aKIUsl C PUTMUYECKON CTUMYJISIIIUE», TTPOSIBUBIIIYIOCS
B CHIDKEHWU CPEIHETO BPEMEHM peakiuu (M. Taoi. 4).

Ilayuenm No 4 ipoien § KOPPEKIIMOHHBIX 3aHITUI HA
TpeHaxepax Dynavision u Neurotracker.

Pesyromamei, noayuennvle memodom — aiimpexuHea.
Y manumeHTa BO BTOPOM 3aMepe YIydlIniach CTaOWIIb-
HOCTb yAepKaHUs B TeCTe «YIepxKaHue B30opa Ha TOUKE»;
B tecte «Go/No-Go» yBennuuics Kod(pOUIIUEeHT BbITION -
HEHMS 3a1aHus; B TecTe « 10 Touek» CHU3MIOCH BPEeMsI BBI-
TOJTHEHUST 3a1aHus (CM. Ta0I. 2).
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Tao6muua 4. Pesyrvmamol, noayuennvle npu vinoanenuu cyomecmos mpenaycepa Dynavision D2 ecemu nayuenmamu Ha NEpeom U NOCAEOHEM 3amepax

Table 4. The results obtained in the performance of the Dynavision D2 simulator subtests by all patients at the first and last measurements

1 2,22

2 2,4 1,88 1,5 1,36
3 1,68 1,67 2,18 1,56
4 2,28 1,84 1,68 1,3
5 - - 2,29 1,87
6 1,41 2,03 2,5 1,72
7 1,94 2,31 1,92 1,46
8 2 2,22 2,22 2

2,86 2,14 1,94
1,94 1,82 1,15 1 2,14 2
1,63 1,65 1,07 111 1,53 2,15
2,33 1,94 1,34 1,08 2,39 2,04
- - 1,68 1,28 2,15 2,84
- - 0,99 0,95 1,99 2,83
2,14 2 1,46 0,95 2,31 2,4
2,14 2,14 1,71 1,5 2,4 2,86

Tab6muua 5. Pezyrvmamor mecmog 6 pexwcume “Core” mpenaxcepa Neurotracker y 6cex nayuenmog Ha nepeom u nocieoHem 3amepax

Table 5. The results of tests in the “Core” mode of the Neurotracker simulator in all patients on the first and last measurements

Pexum “Core”

1,22 1,83 0,23 0,49 = = 2,76 2,44 0,22 0,43

Pesyavmamot, noayuentnoie memodom CANTAB. Y nanm-
€HTa YMEHBIIWJIOCh JJaTeHTHOE BpeMs OTBeTa, YIy4Illu-
Jlach (PYyHKIIMS MepeKIouyaeMocT. Takke yMEHbIIWIOCh
KOJIMYECTBO OIIMOOK B MOCIEI0BATEIbHOCTIX U YBEIU-
YUJICS TIPOLIEHT MPaBUJIBHOTO pearupoBaHUs Ha CTUMYJ
(cMm. Tab. 3).

Pe3yaomamul koppexyuonnoti ceccuu. KoppekimoHHas
cepus U3 8 3aHATUIN Ha TpeHaxkepe Dynavision nmokazana
3HAYUTEbHOE YJyJllleHUWEe MoKa3aTejell CpeJHero Bpe-
MEHHU peakluu B ciaeayromux cyorecrax: «IIpocras 3pu-
TeJbHO-MOTOpHAs peakuus», «CeHCOMOTOpHAs peaKLus
C PUTMMYECKON CcTumyasiuueit», «CpemaHsia JuHus 1»
u «CpenHsist TuHus 2» (cM. TabJ1. 4).

Ilayuenm No 5 tipornen 7 KOppeKIIMOHHBIX 3aHSITHI Ha
TpeHaxepax Dynavision u Neurotracker.

Pesynvmamot, noayuenuvle mMemodom — aimpexuHed.
V nmanueHTa BO BTOPOM 3aMepe Yaydlluiaach CTaOWIb-
HOCTb yiepKaHUsI B TeCTe «YIep>KaHUe B3opa Ha TOUKE»;
B Tecte «Go/No-Go» yBeamuwics Ko3(pdUIIMEHT BbI-
MOJHEHUS 3aaHuUs1, TOBbICUJIACH TOYHOCTh MEPBOI peie-
BAHTHOM CaKKaibl, CHU3WJIACh JIJATEHTHOCTb PEJI€BAHTHBIX
CaKKaJ W YUCJIO peJIeBAHTHBIX KOPPEKTUPYIOIIUX CaKKaI;
B TecTe «10 TOYeK» CHUBWIMCH JJIMHA YT CKaHWPOBa-
HUs, Yucia0 (UKcaluUdil U BpeMsl BBIIOJHEHUS 3aJaHus
(cMm. TabJ. 2).

Pezyromamot, nonyuennvie memodom CANTAB. Y ma-
IIMEeHTa YMEHBIIUJIOCH JJaTeHTHOE BpeMsl OTBETa, YBEJIM-
YUJIOCh HETIOCPEACTBEHHOE M OTCPOYCHHOE BOCIIPOU3-
BeleHUe CTUMYJIOB (OoJjiee ueM B 2 pasa). YBEJIUYUIOCHh
KOJIMYECTBO BJIEMEHTOB, YIEPXUBACMBIX B paboueil Ta-
MATH (CM. Tab. 3).

Peszyavmamor koppexyuonnoii ceccuu. Tlocne cepuu u3
7 3aHATUI Ha TpeHaxepe Dynavision maiyeHT mpoaeMOH-
CTPUPOBAJI CHIDKEHME CpEIHEro BpEeMEHU peakiuu I10
TakuMm cyortectaM, Kak «[Ipocras 3puTenbHO-MOTOpHAsK
peakiusi», «CeHCOMOTOpHasl pPeakiys C PUTMUYECKO
ctumyJsiiueit», «Ler—pyka» u «lIugTuHr» (cMm. Tadi1. 4).

OO0cyKaeHne pe3yJbTaToB

PesyibraThl MPOBENEHHOTO MCCJENOBaHUS, TTOBTOP-
HbIe JMAaTHOCTUYECKHWE 3aMepbl BBHISIBWINA yBEJIWYeHUE
rmokasarejieil 3puTeJbHO-MOTOPHOW MHTETrpaluyd M KO-
opmnHanuu, U® u mrazomBuraTebHBIX GyHKIMA. [To-
JIOXKUTEJbHAsT TUHAMUKaA WCCIeMOBaHHBIX TOKazareseit
MOXET OBITh CBSI3aHA C KOPPEKIIMOHHBIMU MEPOIIPHUSI-
TUSIMU, TIPOBOIMMBIMM Ha HEMPOKOTHUTUBHBIX TpeHa-
xKepax Dynavision u Neurotracker. CxoaHble HaHHBIE
OBUTN ITOJTYIEHBI U B IPYTUX UCCIIENOBaHUSIX [25, 26]. MBI
MpeArojaraeM, 4YTo B COOTBETCTBUHU C paHee ONMMCAHHOM
TUIIOTE3011, KOPPEKIIMOHHAs IporpamMma IOBJIMsIa Ha

2017 1



P TETCKOU

HOAro

yYMEHbIIIeHe O0beMa CaKKaIUYeCKUX MBUKEHWM (KOop-
PEKTUPYIOIINX CaKKal, MaJOAMIUIUTYIHBIX W JIp.), YTO
TIpUBEJIO K yayutieHuio U@,

Kpome Toro, B mpoBeA€HHOM HCCJIEA0OBAHUY ObUIO MO-
KazaHo, 4yTo Metomamu aitpeknHra 1 CANTAB moxHO
OOBEKTUBHO BBISIBUTH TWHAMUKY TIMPOKOTO psila Heil-
POKOTHUTHBHBIX TIOKa3aTesiel, TaKMX KaK 3pUTeTbHasI
pabouas mamsTh, CKOPOCTb MTPOLIECCUHTA, TPOU3BOILHOE
BHUMAaHWE, 3PUTEIbHO-MOTOpPHAs KoopAuHauus, Gop-
MMPOBaHUE PUTMUYECKUX MOTOPHBIX aKTOB. OmucaHHbBIE
METOAbl TAKXKE HCIOJIb30BAUCH KaK NUATHOCTUYECKUE
B HECKOJIbKUX UCCenoBaHusIX [26—29]. OGpaliaer Ha ce0st
BHUMaHUE TOT (haKT, YTO HATMIKE Y TTAIIMEHTOB IITUPOKOTO
CIIEKTpa MaTOJOTUU CO CTOPOHBI 3pUTEIBHOTO aHAIU3ATO-
pa He SIBWJIOCH TIPETISITCTBUEM [Tl TUarHOCTUKY U KOPPeK-
LIMOHHOW pabOThI MO YKa3aHHBIM METOAMKAM.

TEMATOJIOTMM u OHKOJIOT MU

BoiBoabl

VYHUKaIbHOCTh JAHHOTO MCCJENOBAHMST 3aKJIIOYAETCS
B ONMCAHUU U TIOJYYEHUU Pe3yJbTaTOB Ha BIEPBbIE UC-
MOJIb30BAaHHOM B Hallleli CTpaHe MporpaMMHO-amIapar-
HOM KOMILIEKCe HEHPOKOTHUTHUBHBIX TPEHAKEPOB, COCTO-
SIIMX U3 TMaTHOCTUYECKUX Y KOPPEKIIMOHHBIX METOMK.

sl MOATBEPXKIEHUST CTAaTUCTUYECKOW ITOCTOBEPHO-
CTU TIOJYYEHHBIX pe3yJbTaTOB HEOOXOIMMO JOTOJHU-
TeJIbHOE TIPOBEIeHUE KOHTPOJMPYEMbBIX MCCAeAOBaHUN
¢ 00JIbIIMM 00BEMOM BBIOOPKU, OJHAKO MPEACTaBIeHHOE
KellcoBoe McclieJoBaHME TOKa3bIBAET MEPCMEKTUBHOCTD
JTAHHOTO HaMpaBJIeHUsT PabOTHI.

KondamkT uarepecon

ABTOpBI  3a8BJISIIOT 00 OTCYTCTBUM KOHJIMKTA
MHTEPECOB.
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Onyxonu LieHTpaibHOI HepBHOI cucteMbl (LTHC) 3a-
HuUMalT 17-e MecTo Mo ypoBHIO 3a0ojeBaeMocTu [1—4].
B 2015 . B Poccuu 6bl10 BBISIBJICHO 8896 TEpBUYHBIX
6ospHBIX ¢ omyxoinsmu LTHC, B ToM uwncie 655 mereit
B Bo3pacte 10 17 ner [5]. B CIIA exerogHo 1MarHocTu-
pyetcs 2000 HoBbIX cydaeB omyxoJei [IHC y mauueHTOB
B Bo3pacte 10 20 siet, B BennkoObpuranuu — 563 GOJIbHBIX
B Bo3pacte 1o 19 net [2, 4]. Onyxonu LHTHC y neteii, He-
CMOTpSI Ha CBOIO OTHOCUTEJIBHYIO YaCTOTY BO3HUKHOBE-
HUST (2-51 TTIO3UIUS TIOCJIE OCTPBIX JIEMKO30B), CYUTAIOTCS
peakumu 3aboaeBaHusiMu (3,5—5,5 Ha 100 000 merckoro
HaceneHus) [1—3]. Bpoxnenusle omyxonu ITHC eme
bostee penkoe sBieHne [6—10]. B aToit ctaThe MBI XOTe-

JI OBl aKLIEHTUPOBATh BaXKHOCTh OHKOJIOTMYECKOM Hac-
TOPOKEHHOCTU CO CTOPOHBI BCEX CIIYXKO0, pabOoTaloIIMX
¢ OepeMeHHBIMM, POXEHHIAMM W IETbMU HEOHATallb-
HOTo M paHHero Bo3pacta. [lo pa3HBIM JIMTepaTypHBIM
JAHHBIM, CpeIy OOIIeil KOrOpThl OOJIBHBIX C OMYXOJSIMU
IIHC BpoxneHHBIE OmyXxouu cocTasistioT oT 0,5 1o 5 %
[11—14]. A cpenu Bcex BpOXIEHHBIX OITyXoJieilt — oT 3 10
11 % [15, 16], cienys 3a HeiipobGIaCTOMAMHU, OITYXOJISIMU
MSTKUX TKaHEM, JIeKo3aMu.

ITo rucTONOTMYECKOM  TIPUHAMICKHOCTH  Cpedu
BpoxaeHHbIX omnyxoneir [HHC npeobnagaioT TIMOMBI,
BNEHAUMOMBI U MeaysiobnactTombl [14, 15, 17]. Heo6-
XOOUMO OTMETUTBh, UTO Yy JETeil IO roma BCTpedyaloTCs
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dakTuyeckn Bce Mopdosornyeckue (Gopmbl OMyXOJei.
OpHako B cBs3U ¢ omy0jauMkoBaHHO B 2016 . HOBOM
knaccudukauueit onyxoseit IIHC u nosiBieHrneM HOBBIX
TUCTOMOJIEKYJISIPHBIX TUArHO30B, YAaCTOTA 3TUX TPE3EeH-
Talnii MOXET OBITh MepecMOTpeHa. Tak, MOSIBUINCH CO-
BeplleHHO HOBble BapuaHThl omyxojieii LIHC, kotopeie
JIMarHOCTUPYIOTCS Y IeTell paHHETo BO3pacTa, HarpuMep
SMOpUOHATBHAS OIyXO0JIbh C MHOTOCJIOMHBIMU PO3ETKaMU
(ETMR), paHblile OHM MaCKUPOBATUCH MO COBEPILIEHHO
JIpyTrie HO30JIOTMYECKUE BapUAHTHI (TJIMOOIACTOMBI, Me-
JTyJUTOOJIACTOMBI, TIPUMUTUBHBIE HEWPOIKTOAEPMATbHBIE
OITyXOJIU U Tipoy.) [18].

B 1964 . G.B. Solitaire © M.R. Krigman 6bl111 pa3-
paboTaHbl Kputepuu BpoxaeHHbIX omyxojein LITHC [19],
KOTOpBIE 3aBUCAT OT BpeMeHU OOHapy>KeHHs HOBOOOpa-
30BaHMs y pebeHKa, a B 1986 T. mpoBeneHa nx Moaupu-
kauusg [17]:

+ ompeneneHHO (definitely) BposkmeHHasT OIyXOdb —
Tpe3eHTAIST KIIMHUYECKON CUMIITOMATUKU C POXKICHUS
(WUTM B TedeHUe TIEPBBIX 6 HEellesIb XXU3HU);

* BeposATHO (probably) BpoxXaeHHast OMyX0oJb — Ipe-
3eHTallMsl B TeUEeHHE TepBOi Heme u (MU TIepBBIX 6 Me-
CSILIEB) KU3HMU;

* BO3MOXHO (possibly) BpoxkeHHast OmmyXoJyib — Ipe-
3€HTalMs B TEPBbIE HECKOIBKO (M 12) Mecs1ieB KU3HMU.

PanHue myOnmMKauy CBUACTEILCTBYIOT O TOM, 4YTO
BpoxneHHble onyxoau [IHC genasiuch ¢atajibHbIM
cocrosgHueMm. Tak, mo maHHbiM L.H. Arnstein et al.,
BpoxaeHHble onyxonu IHHC peako auarHocTMpoBa-
juck npu xu3Hu [20]. B 1973 . onyGnuMKoBaHbI TaHHbBIE
0 cMepTtHocTH ot onyxoJieit LIHC, kotopast coctapisiet 5 %
BceX HeoHaTalbHbIX cMepTelt [21]. B 1999 . 6bu10 moka-
3aHO, YTO MmauueHThl ¢ onyxoubio IIHC B 13 % ciyuyaeB
POXIAIOTCS MEPTBBIMU, B 24 % HAOIIOAEHUI MOrM0aoT
Ha IepBOi Hejelie XU3HM, a B 83 % — B nepsble 4 rona
[22]. Takxke ObUIO MOKA3aHO, YTO BPOXJAECHHAS TepaTo-
Ma gBJIsIeTcsl (haTabHBIM 3a00JIeBaHUEM, a TIATTMJITIOMBI
COCYIMCTOTO CIUIETEHMS WMEIOT HaWJIydIlIMil TIPOTHO3
[10, 23—25]. B panpHeiileM mnyoJMKalMU O IMPOTHO3E
nocTerneHHo yaydymaiuch U B 2002 . MosSIBUJIMCH JaHHbIE
028 % BeIXKMBaecMocCTH [26]. BMecTe ¢ 9TUM M3BECTHO, UTO
ob6uras BekuBaeMocTh (OB) merteil ¢ omyxomsamu LTHC
cocrapiisteT rpumepHo 60 %, B mocjaeaHue OeCATUIETHS
oHa yBenmumitachk ¢ 30 1o 60 %, a mpyu HEKOTOPHIX BapH-
antax u 10 100 % [27]. DTo npou301ILIO B pe3yJbTaTe BHE-
JIPeHUS] B TIPAKTUKY HOBBIX METOANK MOP(OIOTHIECKON,
MOJIEKYJISIPHO-TEHETUYECKOM, JIydeBOU JOUArHOCTUKM,
a TakKe TPUMEHEHMST BBICOKOTEXHOJIOTUIHBIX OTIePaLIii,
OGe3onacHbIX MeToAuK JydeBoil Tepanuu (JIT) nu xumuo-
Tepanuu, B OTHOIIEHUW BPOXICHHBIX OIyXOJIeil yiyd-
MjIach TpeHaTajbHasl W TMOCTHATalbHasl AUArHOCTUKA,
TakXe pa3pabaTbiBaeTcs JieueOHast TAKTUKA.

CoOTHOIIIEHE MAIBYUKOB U JIEBOYEK C BPOXKIECHHBI-
mu onyxossimu LITHC cocrtabnsiet 4:3 (Kak 4 BO BCEX JIpy-
rux Bo3pacTHbIX rpynnax) [17]. 1o nokanuzamuu yarie
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BCEr0 OHU JIUATHOCTUPYIOTCSl CyMpaTeHTOpUaibHO |16,
23].

ITporHo3 y MaiMeHTOB ¢ BPOXIECHHBIMU OMYXOJISIMU
ILIHC B Hacrosiiiee BpeMsi OMpeaesieTcsl TUCTOJI0TuYe-
CKUM W/WJIA MOJIEKYJSIPHBIM BapWaHTOM OITyXOJIU, ee
pasMepaMu, PacCIpPOCTPAHEHHOCTBIO, JIOKAJIM3ALUEN,
HaJIMYUEM Y TTAlIUEHTa OMyX0JIeaCCOUUPOBAHHOTO CUH-
JIpoMa, a TAaKXe BO3MOXHOCTBIO TePareBTUYECKOTO BO3-
JEHCTBYS Ha OITyXOJIb — XUPYPTUUECKOTO JICUSHUS U/ VTN
noguxumuotepanuu (ITXT).

Heo6xonumo oTMeTuTh, uto 50 % omyxoseit LITHC
y Aeteil cBsa3aHbl ¢ germline-MyTanusaMu (MyTallusiMu
B 3apOJBIIIEBBIX KJIETKAX), T. €. C OMYyXOJeacCCOLUUPO-
BaHHBIMU cuHApoMmamu [1] (tabu. 1). B cBsa3u ¢ aTUM
Mpyu TMOJO3PEHUM Ha TaKWe CUHAPOMBI HEOOXOAUMO
BBITMIOJIHATh MCCJIENOBAHUS HA BPOXJIEHHbIE MYyTalluU
W UCCIE0BaTh HE TOJIBKO CaMy OIyXOJb, HO U KPOBb
nalueHTa.

Ilonxoopl B NIMAarHOCTMKE BPOXIEHHBIX OMYyXOJel
LIHC y neteii UMEIOT HEKOTOPBIE OTIMYUS OT AUATHOCTHU -
YECKHUX MOAXOMIOB, UCTIOJIb3YEMBIX Y MAIIMEHTOB CTAPIIETO
Bo3pacTta [10, 30]. I[IporHo3 u ycriex JedeHus LEeIUKOM
3aBUCAT OT HAJIWYUS TEXHOJOTUYECKUX BO3MOXKHOCTEW,
npodeCCUOHATBHON MOATOTOBJIEHHOCTA U OHKOJIOTUYE-
CKOW HACTOPOXEHHOCTU CHEUUAINCTOB, PabOTaIOIINX
B TIEpUHATAIBHON Cyk0e (aKyluepoB-TMHEKOJIOTOB,
CHEUUANCTOB YJBTPAa3ByKOBOW AMArHOCTUKU, HEOHa-
TOJIOTOB, MENIWAaTPOB), BEAYLIUX OCPEMEHHBIX XEHIIWH
U KYypUPYIOIIUX POKXEHUI] TOCTHATATBHO, & TAKXKE OT BO3-
MOXHOCTHU TPUBJIEYb HEUPOOHKOJIOra U HeWpoxupypra
K BBIPA0OTKE TAKTUKU COBMECTHOTO TTEPUHATAIIBHOTO Be-
JIEHUsI TaKoil OepeMeHHON W HOBOPOXIEHHOTo. Bpems
TMOCTAaHOBKY AUAarHo3a (B MpeHaTaJbHbI U MOCTHATAJb-
HBII TTepUOAbI) UTPAET OUYEHBb BAXKHYIO POJIb B IIPOTHO3€E
JUIST KaXIIOro KOHKPETHOro maiuenTa. Ha i1to6om cpoke
OOHapyXeHUsl TOAO3PEHUSI Ha BPOXIEHHYIO OIYXOJb
IIHC mmoMo1b MOKeT OBITh OKa3aHa U €€ 00beM 3aBUCUT
OT KOHKPETHOM CUTYyalluU.

Kaxk wu3BecTHO, KJIMHUWYECKas CUMMTOMAaTUKa MpU
HoBooOpa3zoBaHusx LIHC 3aBUCUT OT JIoOKaU3alluu OIy-
XOJIA, CTENEeHU BBIPAXKEHHOCTU OKKJIIO3MOHHOW THUIPO-
nedanmuu 1 Bo3pacta pedbeHka [31]. CumnTomMsl y aeteit
paHHEro BO3pacTa MOTYT ObITb MUHUMAIbHBIMU. DTO
3aBUCUT OT HEKOTOPBIX OCOOEHHOCTEN CTPOEHUS yepena
y IUIOAOB W JIETEli paHHEro BO3pacTa, KOTOPbIE HAMpsi-
MYIO BJIMSIIOT Ha 33J€PXKKY CBOEBPEMEHHOU AMArHOCTU-
K1 BpoxneHHbIx onyxoneit [ITHC: mnacTuyHOCTh KocTeit
yepera, OTCYTCTBUE TJIOTHOTO COEAUHEHUST MEXKTYy HUMH,
HaJIMYUE €CTECTBEHHBIX OTBEPCTUI (OOJBLION U Masblil
PONHWYOK, PaCKpPBIThIE IIBBI). B CBA3M € 3TUM OMyXoau
TOJJOBHOTO MO3ra y IJIONOB U JETeil paHHEro Bo3pacTa
JUTUTEIbHOE BpPEeMSI MOTYT MPOTEKaTh OECCUMIITOMHO,
u B 75 % ciiydyaeB y eTeil paHHETO W MJIaaIiero Bo3pacra
K MOMEHTY TUarHOCTUKM MOTYT 3aHUMAaTh 1/3 mHTpakpa-
HUaJbHOTrO oobema [25, 31].
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Tadmua 1. Yacmoma npesenmayuu époxcoernvix onyxoneii L[HC
6 3aBUCUMOCIU OM 2UCMOAOUU U HAAUMUS ONYX01eACCOUUUPOBAHHO20
cunopoma

Table 1. Frequency of presentation of congenital CNS tumors depending on
histology and presence of tumor-associated syndrome

No Tucronornyeckmii Yacrora Onyxo.1eaccouunpoOBaHHbII
BapHaHT CHHAPOM
Teparoma, B TOM
1 yucje CIUHHOTO 53 % [22] —
Mo3ra
3 Menymiobiactoma 7,8 % 50 % neteii no 3 et —
TUT cunapom [opiuHa
( SHH) [11] I«
3 AEorE 9% [22] Cunnpom [Tan
MO30JIUCTOTO Teja
4 ETMR [1, 18] — —
AtunuyHas CoueTaeTcst C OIyXOJIbIo
TEPATOUIHO- MOYKM — pabdroun-
5 pabaouHast OIyXoJib — curapom (RTPS, rabdoid
, B TOM 4ucie tumor predisposition
(ATPO) di iti
CIIMHHOTO MO3ra syndrom) [1]
WHdanTrIbHAS
6 JIeCMOTUTACTHYEeCKasT — —
raHIJIMOTIOMA
7 Kpanuodapunruoma 5[’26211%7 —
8 [mo6iacToma = ?8][22’ CHHﬂpolhg goﬁl](;) =
TManumioma
9 COCYIUCTOTO 7’92?] 6, Cunapom Jlu—DPpaymeHu
CITIETEHUST
AT ST 5= Cy63meH11MMaIbHas TH-
10 PO3HOM CKJICpO3e — TaHTOKJIETOYHAsl aCTPO-
(6071e3Hb bypHe- OB — 50 VD
R uuroma (OB — )
1 AUTEOITILEL, 6,9 % Heiipodurbpomaros
B TOM YHCJIe CITMHHO- (1] I T
ro MOo3ra
CHUHIPOM JTMHEIHO-
[TmoMBbI 3puTeTb- TO HEeBYCa CAJTbHBIX
2 HBIX MyTei HU3KOM . xkene3 (Shimmelpenning-
CTEIEeHU 3J10Kaue- Feuerstein-Mims
CTBEHHOCTHU Syndrom) (KRAS/
HRAS)) [1]
13 TemanruobaacTtoma . CuHapom ¢oH [unmnens—

CIIMHHOTO MO3ra Jlanpay [29]

TeMm He MeHee paHHSISI TMAaTHOCTMKA BO3MOXKHA YXKe
¢ MpeHarajabHOro nepuoaa. B 22 % ciayvaes, 1o JaHHBIM
ynbTpa3BykoBoro wucciemoBanus (Y3W), pasBuBaercs
MHoroBoaue, B 61 % — MakpokpaHMUsI U OBICTPBIA POCT
OKPY>KHOCTU TOJIOBbI. JlaHHAsi CUMIITOMATUKA MOXET
OBbITh BBISIBIICHA TIpM Y3W M/Win MarHUTHO-PE30HAHC-
Hoit Tomorpacduu (MPT) mnona yxe Bo II—-II1 TpumecTtpe
OepeMEeHHOCTH WU Cpa3y Iocje poxneHus (puc. 1).

TEMATOJIOTMM u OHKOJIOT MU

Mi11 Tis0.1

Map

D 14.0 cm
MDOR

FR

Puc. 1. Y3H naoda c onyxonsio 201061020 mo3ea Ha 11 mpumecmpe bepemeH-
Hocmu [32]

Fig. 1. Ultrasonography of a fetus with a brain tumor in the second trimester
of pregnancy [32]

B 21 % caydaeB GepeMeHHOCTb MOXET 3aKOHUYMThCS
BBIKMIBILIEM MM MEPTBOpOXIeHHEM, B 32 % ciydaeB
POIBI MOTYT OBITh TPEXICBPEMEHHBIMH, C KeCapeBBIM
ceyeHMeM. B IMocTHaTalIbHOM TIEPHOJE Yallle BCETO BBI-
SIBJISIETCST MakpoKpaHus (67 %), ouaroBasi CUMIITOMAaTH-
Ka (Cyaoporu, HaKJIOH TOJIOBBI, OITMUCTOTOHYC, TUCTOHUS,
MPOMNTO3, TUIOTOHYC, BEPTUKAIBHBIM HHCTarM, OTEK
KOXH! TOJIOBBI, JBUTATEJIbHBIC HApYIIeHUs) BCTpeya-
ercst MmeHee ueM Yy 10 % OOJIbHBIX, BO3MOXHO pa3BUTHE
ruaporedanTni ¢ OBICTPEIM POCTOM OKPYKHOCTH TOJIO-
BBI, BBIOYXAIOIIMII POTHMYOK, 3HIedanonene (puc. 2),
o0meMo3roBass CHMMIITOMaTHKa (pBOTa), BCTpEYaIOT-
Cs areHe3usl MO3O0JIMCTOTO Tejla MM HaMmeTa MO3XeuKa,
SMUTHATYC (TepaToMa U3 TBEPIOTro Heba ¢ pacrpocTpaHe-
HHUEM B ITOJIOCTD Yeperia), a TAKKe CHIDKEHHE Beca, OTCTa-
BaHWE B Pa3BUTHUM, PETPECC MOTOPHBIX HABBIKOB.

Puc. 2. Makpokpanus u snyeganrouene y Ho80posicOeHHO20 pebeHKa ¢ mepa-
MOoMOIi 201068H020 Mo3ea [32]

Fig. 2. Macrocrania and encephalocele in a newborn child with a teratoma
of the brain [32]

45

0630pbl numepamypbl



0630pbl numepamypbl

JNETCKOU

HOAro

B npeHaTasibHBIN TIepUOA NIPU BBISIBICHUU OMYXOJIU
U tugpoledaniu NpoBOAAT BHYTPUYTPOOHBIN ILedao-
LIEHTE3 U YMEHBIIEHUS BOISHKU, U TIPU COXPAHSIO-
meiics ruapouedanuy BBITOTHSIOT pOoAopa3pelieHre Ha
34-ii nenene recrauuu [33]. C 2016 . Takue orepaTUBHbIE
BMeENIaTeIbCTBA CTAJIM JOCTYITHBI U B Poccuu, B ToM 4uc-
JIe U C YCTAaHOBKOI BEHTPUKYJIOAMHUOTUYECKOTO LIYHTA
npu HeobxomuMocTu [34]. JlaHHBIA MOAXOA TMO3BOJISIET
YMEHBIIIUTh MAaKPOKPAHUIO Y TUIOAA W MPOJOHTUPOBATH
0OepeMEeHHOCTb.

B mocTHatanpHOM mepuoe NPUMEHSIIOTCS CIEIyo-
LK€ CTAHIAPTHbBIE MTOAXO/IbI:

* LIYHTUPYIOLIKE ONEepalru: BEHTPUKYIOTIEPUTOHE-
aJIbHOE IIYHTUPOBaHUeE [35], TPUBEHTPUKYJIOCTOMUS

* BepudUKalus TUCTOJIOTUYECKOTO BapUaHTa OITyXO-
JIA: OVOTICUS W/ VT yIaJIeHUE OITyXOJIH;

* JIe4eHWE C UCIOJb30BaHUEM B OCHOBHOM [IXT
B COOTBETCTBUM C TUCTOJIOTMYECKUM BAPUAHTOM OITYXOJIU
U BBISIBJICHHBIMU (pakTOpamu nporHo3a, JIT ¢ 12-mecsu-
HOTO BO3pacTa (HampuMmep, Mpu 3MEHIUMOMAX), a TaKXKe
TapreTHas Teparusi.

PanHs19 wHTerpauus MauyIMAaTUBHOW MOMOIIU C MO-
MeHTa oOHapyxeHus BpoxaeHHoi omyxonau LIHC y mo-
Ja u/uam pebeHKa B KOMIUIEKCHOM BEIEHUM OOJTbHBIX
JTOJXKHA TIPEIJIaraTbCsl BCEM CEMbSIM, OCOOEHHO MPU MPo-
THO3UPYEMOM OTCYTCTBUU KyPaTUBHBIX MOJXO/IOB.

B mocTHaTanbHOU TakTMKE MpU OOCIEIOBAaHUM HO-
BOPOXIEHHBIX W JeTell paHHEro Bo3pacTa 00s3aTelb-
HBIMU SIBJISIIOTCS: U3MEPEHUE OKPY>KHOCTU TOJIOBBI (IPU
TOBBIIIEHUU BHYTPUUYEPEITHOTO MAABJICHUS OTMEYaeTCs
YBEJIMUEHUE Pa3MEPOB TOJOBbI — Makpoledanus); KOH-
cyabTauus odTanibMosiora ¢ 00sg3aTebHbIM OCMOTPOM
[JIA3HOTO THA (OTEK Ha TJ1a3HOM JHE, U3MEHEHUE COCY-
OB, OJIEMHOCTb MUCKOB 3PUTEJBbHBIX HEpBOB). Kpome
TOTO, YPe3BbIYAfHO BaXXEH MOHUTOPUHT MOTOPHBIX Ha-
BBIKOB peOeHKa — WX MOTeps WU OTCYTCTBUE AUHAMUKU
pa3BUTUSL TpeOyeT OT HEBpOJIOra U MeauaTpa BHUMAHUS
C Ha3HAUYE€HUEM YTIyOJEHHBIX METOIOB HCCJIENOBAHUS,
B TOM 4ucjie HelipocoHorpaduu (B Ka4yeCcTBE CKPUHUH-
ra y HOBODOXJIECHHBIX M JeTeil 10 6 MecsleB XHU3HU)
1 MPT rosoBHoro Mosra 6e3 v ¢ KOHTPaCTHBIM yCUJe-
HueM. [1pu nHGpaTeHTOPUATBHON JTOKAIU3ALUN U -
PYIOIIUMUA PAaHHUMU CUMITOMAaMU MOTYT OBITh: OecIo-
KOWCTBO, CHUXXEHUE alIeTUuTa, roJIoBHast 00Jib U pBOTa
B YTpeHHEE BpeMsl, MO3AHUMU — KOOPAWHATOPHbBIE Ha-
pYIIEHUsI, CIIOHTAHHBIA HUCTarM, TUTIOTOHUS MBIIIII
KOHEYHOCTE!, CTBOJIOBas CUMIITOMAaTUKA (MeJIKopa3ma-
IIWCTBIA HACTArM, JUIUIONHUS, pa3Has IIUPUHA TJIa3HBIX
LIeJe, CTIaXkeHHOCTh HOCOTYOHOU CKITafKU, AeBUALIUS
s3blKa, THYCaBOCTh rojioca, momepxuBanue). [Ipu cy-
MPaTeHTOPUATBHON JIOKAIM3aluu 3a00JieBaHUE 4Yallle
NeOITUPYET 0YarOBOM CUMIITOMATUKO: CyqOpoTu, Ha-
pyllieHrEe MOTOPUKU U YYBCTBUTEJIBHOCTH, SK30(PTaTbM,
nusHIEebaTbHAas CUMIITOMAaTUKA (OXXKUPEHUE JIMOO TUTIO-
Tpodus) u ap.
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Ocoboe BHUMaHUE CIeIyeT YAEIUTh BPOXKIECHHBIM Te-
paTomam (puc. 3). BiepBble oHUM ObUIH OIMCaHbI B 1864 T,
HemenkuM marosioroM E. Rindfleisch. MaTpakpanuans-
Hble TepaToMbl cocTaBisiiorT 0,5—2,0 % Bcex MHTpakKpa-
HUAJIbHBIX ortyxosieii 1 50 % BceX BPOXKICHHBIX OMyXoJieit
roJI0BHOro Mo3ra (B repBbie 60 qHeil xXu3Hu). TepaToMBl,
Kak TIpaBWIO, JOOPOKAYeCTBEHHBIC OITyXOJIM, COIepKa-
e 3JIeMEHTBI 3apOJBIIIEBBIX IKTOJAEPMbI, ME30JePMbI
u sHTOAEepMBbl. OHU Pa3BUBAIOTCS W3 SMOPUOHATBHBIX
KJIETOK, KOTOpbIE HETPaBUILHO 3aKJIanbIBAIOTCS Ha 3-if
Henene xu3Hu. Hanbosiee yacTo BpokIeHHbIE TEPATOMBI
JIOKQJIM3YIOTCST CYMpace/UISIpHO B 0O0JIACTH TIOJTyIIApUiA,
KEJTYIOUYKOB M TuroTtaiamyca. [1o JaHHBIM OJHUX aBTO-
poB, 1/3 TJIOAOB C aHTEHATAJILHO TUATHOCTUPOBAHHBIMU
TepaTOMaM¥ TTOTUOAIOT BHYTPUYTPOOHO, APYrve MPUBO-
JSIT JaHHBIE O TOM, 4TO 12 % maiueHTOB BhIKUBAIOT [26],
a OB coctaBnsieT 7,2 % B Teuenue 1 rona [36]. TepaToMmbl
cUYUTAIOTCSl HeuyBCcTBUTEbHBIMU K [1XT, moatomy ennH-
CTBEHHBIM 3(P(DEKTUBHBIM METOIOM JICUCHUS SIBIISICTCS
yIaJeHue OITyXOJIN XUPYPTUUECKUMU METOIaMMU.

Ente ogHa rpymmna ormyxoJieit, xapaktepHast 151 IeTCKO-
TO BO3pacTa, KOTopasi AMarHOCTUPYETCS B paHHEM BO3pac-
1e (5—20 % citydaeB), — OITyXOJIM COCYAUCTOTO CILIETEHUSI.
IMpryeM manmTOMbI BCTPEYAIOTCS Yallie, YeM KapinHOo-
Mbl. OHM JIOKQJIU3YIOTCSI B OCHOBHOM B OOKOBBIX XeJTy-
JI0YKaX, HO MOTYT OBbITh OOHapYyXeHBI W B JIPYTUX OTIe-
JlaX JXeJTyTOYKOBOM cUCTeMbl. XapaKTepHa MOBBIIIIEHHAs
MPOMYKIINS JIMKBOPA, B CBSI3U C YeM X HanboJiee 4acThl-
MU KIMHUYECKUMU TIPOSBICHUSIMH OyIyT MaKpOKpaHUS
u tuapouedanus. Takvue manueHThl UMEI0T HaWIydllve
roKasaTeIv BbKUBaeMocTh — 73 % (BKJTIOYast KapLnmHO-
My), €CJIY TTOJTYJaloT afieKBaTHOE JieueHue (yIaJIeHue OTy-
xomu, ITXT n/wm JIT). B oTHOIIEHNN XUPYPTUUECKOTO
JIeYeHUsT HEOOXOAMMO TTOMHUTh, YTO OTIepaTUBHBIC BMeE-
IIATEJIbCTBA IOJKHBI BBITIOJHSTHCS B CIIEIIMATN3UPOBAH -
HBIX LIEHTPaXx, MPUYEM C OTTLITOM TTPOBEIEHUS KaK BHICO-
KOTEXHOJIOTUYHBIX HeMPOXUPYPTUIECKUX OTIEpaInii, Tak
u nocuenytoiero 3tana jedyeHusd — [IXT. Dto obycnos-
JIEHO TeM, YTO UMEHHO TIPU ITUX OITYXOJISIX UMEETCS BbI-
COKMI PUCK MHTPAOTIEPAITMOHHBIX (haTaTbHBIX KPOBOTE-
YeHUH, 1 HEOOXOAMMO COTMIPOBOXIEHNE HEMPOOHKOJIOTA,
OTIPEJICIISIIONIETO TAKTUKY BEeEeHUSI OOJTHHOTO U BIIA/ICIO-
mero texHukoi nposeaeHus [IXT u pazHOOOpa3HOIi co-
TPOBOIUTETLHOM Teparnueil y TaKuX MallueHTOB.

B HMMUILL AT'OU um. JImutpus Porauesa exeroj-
HO TIOJIy4YaloT JieYeHWe, KOHCYJbTAllMu, OOCJIeTOBaHMS
800—1000 60bHBIX ¢ onyxossimu LIHC. C 2012 mo 2016 .
B PErucTp BKJIIOYEHBbI 838 TMEepBUYHBIX IallMEHTOB
¢ onyxojsimu LTHC. Cpean Hux 19 (2,2 %) GOJIbHbBIX
B Bo3pacTe 10 1 roga (ta6sn. 2). U3 Hux ManbumkoB — 12,
nesouek — 7. [1o rucroiornueckoMy BapuaHTy TalMeH-
THl pacHpee/uInch ciaeayomuM obpaszom: 6 (31,6 %)
¢ aHaIJIacTUIeCKO# aneHanuMoMoit, 4 (21 %) — ¢ ATPO,
2 (10,5 %) — ¢ menymrobaactomoit, 3 (15,7 %) — ¢ ae-
CMOILJIACTUYECKOM MHMAHTUIBHON TaHIIMOIJIMOMOM,
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Puc. 3. a — MPT u 6 — KT eon06n0e0 M0o3ea nayuenma ¢ 8podicoenHoll me-
pamomoii; 6 — MPT 201061020 Mo3ea nayuenma ¢ 8poicoeHHOU RANUAIOMOU

Fig. 3. a — MRI and 6 — CT of the brain of the patient with congenital teratoma;
6 — MRI of the brain of a patient with congenital papilloma

3 (15,7 %) GONBHBIX C ATUIUYECKON XOPUOWATMAIMIIO-
Mmoit, 1 (5,3 %) — ¢ aHamIacTUYECKO TaHIIMOTIIMOMOM.
VY 13 OOJBHBIX OMYXOJb JIOKAJM30Bajaach CYIMpPaTeHTO-
puasibHO, v 6 — HMH@paTeHTOpUaIbHO. [IByM GOJIBHBIM
JIMarHO3 BPOXICHHOW OITyXOJIM ObUI YCTAHOBJIEH /IO J10-
CTUKEHUsI 6-HeIeJIbHOTO BO3pacTta, 5 IMalueHTaM — JI0
6 mecsies, 12 — go 12 mecsueB. Bce maumeHTsl ObUIH
onepupoBaHbl: 7 (37 %) BBIIIOJIHEHO YAaJeHUE OITyXOJIH,
OCTaJIbHBIM TIPOBEJCHO OIlepaTMBHOE BMEILATEIbCTBO
B 00beme Ouoncuu. decaru (52,6 %) 00abHBIM oIlepa-
TUBHOE BMEIIATEJIbCTBO BBINOJHEHO B (enepagbHbIX
LIEHTpaX, OCTaJbHbIM — B PErMOHAJbHBIX KJIMHUKAX.
YetbipeMm (21 %) nmauueHTaM MPOBEACHO KOMILIEKCHOE
neyenue (onepauus + IIXT + JIT), 6 (31,6 %) Goib-
HbIM — KoMOMHMpoBaHHoe (onepanus + [1XT), 7 (36,8 %)
— TOJIbKO OIlepaTuBHOE JieueHue. [1pu aHanu3e KaTamHe3a:
xkuBbl 10 (52,6 %) GoabHBIX, yMepio 4 (21 %), noTepsiHbl
u3-tiox Habmonenus 5 (26 %) nmauueHToB. CpPOKU XU3HU
OOJIBHBIX — OT 5 Mec 10 8 JeT, ¢ MeauaHOM MPOIOJIKI-
TeJIbHOCTH XKu3HM 51 (4 roma 3 mec) Mec.

IMpusenem 2 ciydyast U3 Halllei MMPaKTUKU.

Cayuaii Ne 1. Manvuuk. Cumnmomsl 3a604e6aHUS CO
2-il Hedeau JHCU3HU: pEOMA, NPUPOCH OKPYICHOCMU 20/108bL.
B mecaunom eo3pacme ocmMompen He8pON02OM: 201084 2U-
dpoueganvroil hopmbl 42 cm, gvlbyxarue 60461020 POOHUY -
Ka, 6e3 nyavcayuu mosea, cumnmom Ipegpe, dsueamenvHoie
asmomamu3smvl He @bl3bieaiomces (xobomkosulii, babkuna,
xeamamenvHolil u dp.), mempanapes. MPT: o6semnoe obpa-
306aHUE MO3XCEUKA 8 8UOe «2P030be8 UHOZPAOA», KOMNpe-
mupyem 4-ii dceaydouex, HAKaAnAUBaAem KOHMPACMHOE 6e-
wecmeo. [udpouegpanus. Koncyssmayus oKyaucma: enasHoie
010KU 0meedeHbl 8HU3, pacxodsaujeecs Kocoeaasue. 1na3znoe
OHO: QUCKU 3pUMENbHO20 Hepea cepbvle, ePaHULbl CIMYULesd -
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HbL, apmepuu y3Kue, eHbvl pacuiupetst. Koncyromayus kap-
duonoea: MHOJCeCMEeHHbie NOpoKU cepoua (Oegekm medic-
HCeny0ouKkosoll nepe2opodku, depexm mexncnpeocepoHoll
nepeeopodku, neeounas eunepmensus). Onepayus no mecmy
HCUMENbCMBA — GEHMPUKYNONEPUMOHEAAbHOe WLYHIMUPO-
eanue (BIIII). Onepayus ¢ HHIII] JITOH um. Imumpus
Pocauesa: sndockonuueckas Ouoncus onyxoau mosdiceuxa
u 4-eo acenyoouxa, pesusus BIIII. TucmomonrexyaspHoiii
duaernoz noomeepcoen 6 HHITIL] ITOH um. Jmumpus Po-
eauesa u nabopamopuu Kaunuxu DKFZ (Xaiidenvbepe, Iep-
MQHUSL) ¢ UCNOAb308aAHUEeM MemoouKu memuauposanus JITHK
(lllumina 450) k array, eéepuguuuposana medysnobaacmoma
muna SHH (unganmunavHolii mun), MOHOCOMUS XPOMO-
comot 10, MYCN, GLI2-neeamuenas. Ilposedero 3 6aoka
IIXT (sunkpucmun/yuxnogocghan/memompexcam,/>mono-
3ud/yucnaamun) no npomoxoay HIT-MED-2014 ¢ unmpa-
BEHMPUKYAAPHBIM U CUCIEMHBIM 88e0eHUeM MemompeKca-
ma. MPT I[HC 6e3 u c koumpacmHuim ycuieHuem — NOAHbLI
omeem nocae 2-eo 6410Ka U ygeauuerue 00pazoeanus nocie
3-e0 bnoxa (6 eospacme 8 mecaues) (puc. 4). Ilposedena
“Second-look” onepayus — yoanenue 6H08b 803HUKUE20 00~
PA308AHUSL, 2UCMON02UMECKU ONYX0A€8020 POCMA He 8bisige-
Ho. Cumyayus pacyenena Kak Hecheyuguueckoe HaKone-
Hue KoHmpacmHoeo eeujecmea. Ilposodumcs dunamuueckoe
Habaro0eHue U KoppeKylsi 8bls61eHHbIX NOPOKO8 PA38UMUSL.

Puc. 4. MPT 201061020 M032a nayuenma ¢ 8pOACOeHHOU Medy11001acmomoil
muna SHH do (a) u nocae (6) nposedenus [IXT

Fig. 4. MRI of the brain of a patient with a congenital medulloblastoma type
SHH before (a) and after (b) carrying out PCT

Cayuaii No 2. Y naoda myaucckoeo noaa 6 35 nedens eecma-
yuu no Y3H evisi6neno yseauuenue pasmepos oKpyIcHOCmU
2010801, Ha 39-il Hedene 8biN0AHEHO podopaspeulerue nymem
Kecapeesa ceuerusi. B poddome makpokparus, eudpoueganus,
cydopoeu, decamypayus, NOAYHAA HPOMUBOCYOOPOICHYIO
mepanuro. Ha 4-e cymiu ycuznu evinoanena MPT 20106H020
MO03ea, 8bl6AeHA ONYX0ab 3-20 Jceay0ouKa, OKKA3UOHHAs
eudpovepanrus. B HHITL] ITOH um. JImumpus Poeauesa na
23-e cymku acusznu evinoanero BIIII cnpasa, Ha 30-e cym-
Ku — ouoncus onyxoau. lucmonoeuvecku eepuduuyuposa-
Ha amunu4eckas NAnUAIOMA cocyoucmoeo cniemerus. Ha
2-M Mecsye HCU3HU, YHUMDbIBAs 2UCMOA02UMeCKUll OUaeHO3,
8bINOIHEHO MOMAAbHOE YOaneHue Onyxoau 1e6020 60K08020
u 3-eo0 xceaydouxa. MPT I[HC 6e3 u c konmpacmuposaruem
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Tabmuua 2. Xapakmepucmuka 60avHbix ¢ 6podcoennvimu onyxonimu [[HC

HOLAro

Table 2. Characteristics of patients with congenital CNS tumors

AHaracTuyeckas

4,5 rona
SMeHIUMOMA
2 M ATPO 10 uT O + I[IXT X 1 rox 3 Mecsita
3 M EUEUE S S 10 CT O + IXT + JIT X 5 net
SMEeHIUMOMA
4 i g 7 CT O + IXT BhiIGhIT 7 ner
SMeHIUMOMA
5 M Amanactieckas 11 UT O + IXT + JIT BuiGbi1 7 ner
SMEeHIUMOMA
6 M ATPO 3 CT O+ H/JQ v 5 MecsiieB
7 M A T SO 7 uT O+ H/ XK 3 roma 8 MecsiteB
SMeHINMOMA
8 Ji Menyuiobiactoma 11 uT O+ [IXT + JIT vy 6 JieT 8 MecsieB
9 M ATEIREG LR 1 cT O+ MXT + 1T v 8 et
SMeHIMMOMa
10 M Menymnobmacroma 1 uTt O + I[IXT D; ¢ 9 MecsiiieB
11 M ATPO 10 utT O + I[IXT X 2 rona
12 I AHariacTuyeckasi raH- 5 CT O + [IXT K 5 et
[JIMOTINOMA
JlecMornacTuyeckast
13 M MHGAHTUIbHAS 1 CT (0] XK 3 roma
TaHIJIMOTIMOMa
JlecMoriacTueckast
14 I MHMaHTUIbHAS 3 CT (0] BbIObLT 3 rona 3 Mecsiia
TaHTJIMOTJINOMA
JlecMoriacTuyeckast
15 I UHpaHTUIbHAS 8 CT (@) BoiOBLIT 2 rona 9 mecsiiieB
TaHIJIMOTIMOMA
16 M AT 9 CT (0] BbIObLI 6 et 2 Mecsia
XOpUOUANATIIIOMA
17 pi | AT € 2 CT (0] D; ¢ 4 roma 10 mecsitieB
XOPUOUANATIILIOMA
18 M ULEED S g CT o X 4roma
XOPUOUANATIILIOMA
19 I ATPO 11 CT O + [IXT v 1 ron 4 mecsitia

|
Ilpumenanue. M — manvuux; JI — desouxa; CT — cynpamenmopuanvhas; UT — ungppamenmopuanvras; O — onepayus, H//[ — nem dannvix; 6v16bt1 — no-
mepsiH U3z hod Habardenus; 2K — xcue; Y — ymep.

He 8bls18A51eM 0CMAMKO8 ONYX0AU U A6HbIX NPUHAK08 Mema-  Aust, mpebyoujas Koppexkyuu (puc. 5). Kaunuvecku coxpa-
CMA3UpoBaHuUs, coxpansemcs depopmayus JceaydouKos 3a  HeH, Ha4an eyaumy, Cmal CHOKOUHee, YMeHbUWUAUCH pazMe-
cuem eudpouepanuu. MPT uepe3 3 mec nocie onepauuu He  pbl 204086l HA 3 CM, YAVHUUACS ANNEMUM.

8bIs16A51eM OCIMAMKO08 ONYX0AU, COXpaHsemcs eudpouegpa-
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Puc. 5. Qomo u MPT 201061020 M032a Marvuuxa 6 mMecsayes ¢ 6poNCcoeH-
HOU GMUNUYECKOll RANUANOMOL COCYOUCMO20 CAemeHUs 3-20 U 1e6020 060~
K06020 Jcenydouka: a — gomoepaghus (Makpokpauus); 6 — 0o onepayuu;
6 — uepes 3 Mec nocae onepayuu, NPAKMUYecKy NOAHoe YOaneHue onyxonu
Fig. 5. Photo and MRI of the boy’s brain for 6 months with congenital atypical
papilloma of the vascular plexus of the 3rd and left lateral ventricle: a — photo
(macrocrania); 6 — before surgery; ¢ — 3 months after the operation, almost
complete removal of the tumor

3akioyenue

BbrkuBaeMOCTh TALIMEHTOB C BPOXICHHBIMU OITy-
xonsimMu LTHC ynyummnack B MocieIHUe roabl B CBI3U
C BHEIPEHUEM HOBBIX TEXHOJIOTMM B IMpeHATAJIbHOMI

TEMATOJIOTMM u OHKOJIOT MU

WU TOCTHATAJIBHOW MUATHOCTUKE, COBEPIIEHCTBOBAHUEM
Helipoxupypruyeckoii texuuku, meroguk [IXT wu JIT.
3a70roM YCHENIHOrO JIEYEHUSI BPOXIEHHBIX OITyXOJIei
ILIHC gBnstoTcss Kak MOXHO 0Oosiee paHHee OoOHapyxKe-
HUE OMYXOJIM U BeIEHUE POXEHUIIBI U CAMOTO MallueHTa
B CMIEMATU3UPOBAHHBIX LIEHTPAX, I1I€ BO3MOXHO MpUMe-
HeHue He ToJibKo Y3U, Ho u MPT-nuarHoctuku y mioja.
Heobxoanmo petieHre 3TUYeCKUX BOPOCOB MTPEPBIBAHUS
0epeMEHHOCTH MPU MTOJA03PEHUU Ha HEKYPAOEIbHYIO OTTy-
XOJIb WJIN €€ TPOJIOHTALIKS C TOMOIIBIO METOIUK YMEHBIIIE-
HUSI MAKPOKPaHUU Ha 24—26-i1 Heaelle ¢ MOCIeAyIOIUM
ponopaspellieHreM MyTeM KecapeBa cedyeHus. [Ipu mo-
JIO3PEHUN Ha HEKYpPaOeJIbHYIO BPOXKIEHHYIO OMyXOJb HE-
00XxoaMMa paHHSS WHTETpaluus NaJIMAaTUBHOU MOMOIIA
MpU BEJCHUU CEMbU U peOEHKA C BPOXXAEHHON OITyXOJIbIO,
a TaKxXe MpUBJIeYeHNE HEUPOOHKOJIOTOB U HEMPOXUPYP-
TOB C MOMEHTA BHYTPUYTPOOHOI NTUarHOCTUKY BPOXKAECH-
Hoit onmyxosn LIHC. Heobxoaumel TOUCK M BHEApPEHUE
JIOTIOJTHUTEBbHBIX HOBBIX MAPKEPOB BPOXKIEHHBIX OITyX0-
sert THC mis kak MOXHO 0oJiee paHHErO WX BBISIBICHUS
B | TpumecTpe OEpeMEHHOCTUA: MMMYHOTUCTOXUMUYE-
CKHUX, CEpOJIOTUYECKUX WM TeHeTu4ecKuX. BHeapeHue
MepCOHU(UIIMPOBAHHON T€HOMHOW MEIUIWUHBI 3a CYET
UIECHTU(DUKALIMY TAMEHTOB C MPEANoJIaraeMbIM MOTEH-
LIMaJbHBIM OTBETOM Ha TapreTHyIo Tepanuio. Heobxomnu-
MbI pa3paboTKa W BHEAPEHUE B MPAKTUKY Bpayel-Teau-
aTpOB, HEOHATOJIOTOB, NETCKUX OHKOJOTOB CTaHAApTOB
BeICHUS MalUEeHTOB C BpoxkaeHHbIMU omyxossimu [THC.

KoundaukTt narepecon

ABTOpBI  3a8BJISIIOT 00 OTCYTCTBMM KOH(DJIMKTA
MHTEPECOB.
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Ilepsuunvie ummynoodedpuyumeor (ITHJI]) npedcmasasiom coboii pasHOpOOHYIO ePYNNY eeHemu4ecku 00yca08AeHHbIX 3a001e6aHUIL, 8bI36AH-
Hoix deghexkmamu 6onee yem 300 pazauunsix eenos. Cogpemennas kaaccugpukayus [THJ] nocmpoena Ha 0CHOBHOM NAMO2eHeMUYECKOM
Mexanuzme 3a601e6aHuil, 00HAKO 8 OOALULOL Mepe ONUPaemcs Ha HaAu4Ue Moeo UAU UHO20 eeHemu1ecko2o degpekma. Taxum obpazom, poas
MONCKYAAPHO-2eHEMUUECKUX MemM0008 00C1e008AHUS NAUUEHMOE 8bIXO0UM HA NePeblil NAaH U HepedKo onpedensienm no0xXoobl K mapeemHoll
KoHcepsamueHoli u KypamusHoii mepanuu [I1HJ]. Hecmomps Ha ycneuiHoe Ucnoab308anue HOGbIX mepanesmu4eckux nooxo0os, mepanus
BHYMPUBCHHBIMU UMMYHO02A00YAUHAMU OCMACMCsl AKMYAAbHOU 045 nodagasioujezo boaviuurncmea nayuenmos ¢ I1H /.

Karoueesnie crosa: nepsuunblii uMmyHoOeuyum, Kaaccupukayus, eeHemuuecKuli 0eghekm, mapeemnas mepanus, 6HyMmMpuUeHHblll UMMY-
H02100YAUH
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Classification of primary immunodeficiencies as a reflection of modern ideas about their pathogenesis
and therapeutic approaches

N.B. Kuzmenko, A. Yu. Shcherbina

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

Primary immune deficiencies (PID) are the heterogeneous group of genetically associated disorders developed due to defects of more than
300 different genes. Modern classification of PID based on main pathogenic mechanism of disease, but to a large extent relies on presence
of any genetic defect. Thus, role of molecular and genetic methods of investigation of patients comes to the fore and often determines approaches
to a target conservative or curative therapy of PIDs. Despite of successful application of new therapeutic approaches, therapy with the help

of intravenous immune globulins remains actual for majority of patients with PID.

Key words: primary immunodeficiency, classification, genetic defect, targeted therapy, intravenous immunoglobulin

INepBuunbie uMmyHoaeduutol (ITU/) npencrapis-
10T c000I pa3HOPOIHYIO IPYIIYy T€HETUUYECKU O0YCIOB-
JIEHHBIX 3a0oJyieBaHUil [1], BbI3BaHHBIX AedeKTaMu TeX
WM MHBIX KOMIIOHEHTOB UMMYHHOI CuUCTeMbl. B HacTo-
siee BpeMst u3BecTHo 0ojiee 300 reHOB, MyTalU B KOTO-
pbIx npuBoadT K passututo I[THUJI [2]. CnencrBuem a3TuX
TeHETUYECKUX Ne(EKTOB MOXET ObITh MATOJIOTHSI 1IEJIOr0
opraHa MMMYHOTeHe3a (HallpuMep, TUIIOILIAa3usl THUMY-
ca nipu cuHapome dulxopmku) [3] win cyonmonyassiuu
KJIETOK MMMYHHOW CHUCTeMBbI (HalpuMep, OTCYTCTBUE
B-numpounToB nipu arammarinoodynuHemun) [4]. OaHa-
KO HauboJjiee 4acTo reHeTUYecKue Ie(MeKThl MPUBOIST
K 00Jiee TOHKUM, Ha TIEPBbII B3MJISI, HAPYIICHUSIM — Je-
¢deKxTaM 3KCIpecCUr PelenTopoB UM OEIKOB, HEOOXO-
JUMBIX JUIS TIPOBEICHUS OT HUX CUTHAIa BHYTPb KIICTKM.
Tem He MeHee 3TU U3MEHEHMST HEPEIKO ITPUBOJIT K OoJiee
TSKEJIbIM KJIIMHUYECKUM TIPOSIBJICHUSIM (KaK, HallpuMep,

OTCYTCTBME raMMa-I1Ielid pelenTopa MHTepJIeHKHA TIpr
TSKEJI0M KOMOMHUPOBAHHONW MMMYHHOM HEI0CTaTOYHO-
ctu [5)).

Opa aktuBHoro u3ydenus: [NW]J1 Havamacek B 50—60-¢
TOJbI TIPOILIOTO CTOJIETHSI, KOT/Ia TIOSIBUJICS CaM TEPMUH
¥ ObITM ormrcaHbl nepBbie BapuaHThl [TU/ [6], pacimd-
pOBaHBI HEKOTOPbIE MEXaHM3MbI UX TaToreHesa [7], 1mo-
JIOXKEHO Hayvajlo 3aMEeCTUTEJIbHOM Tepalvu BHYTPUBEH-
HbIMU UMMYyHornooyanHamu (BBUI) [8] u mpoBeaeHa
nepBasi TPaHCIUIAaHTALMST CTBOJIOBBIX KJIETOK [9].

ITo mepe paclumpeHust U yCIOXKHEHUsI Kiaaccuguka-
uuu [MHU]I Bo3HUMKIA HEOOXOAUMOCTh B (hOPMYIUPOBKE
JJabOpaTOPHBIX U KIMHUYECKUX KPUTEPUEB MOCTAHOBKU
TeX WM MHBIX TMAarHO30B. DTy 3a/a4y B3sijia Ha ce0sl TpyI-
na sKcrneptoB EBporeiickoro obuiectBa MMMYHoOIe(pU-
uutoB (ESID). Kputepuu HanboJiee pacrpocTpaHeHHbBIX
I npencraBiaensl Ha caiite ESID [10], oHu sgBisitoTcst
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BaKHBIM WHCTPYMEHTOB IIJIST TIPAKTUIECKUX UMMYHOJIO-
TOB U Bpayell APYrux CHeluaaibHOCTe W MOABEPrarTcs
PerysipHbIM OOHOBJIEHUSIM MO0 MEPE PACIIUPEHUST HAIITUX
3HAHUI O TeX WIU UHBIX UMMYHOJIOTUYECKUX HO30I0TUSIX.

OpHako Hacroswmid popsiB B uzydyenuu MU/l Ha-
CTYNWJI C PO aKTUBHOM paciiMdpOBKU F€HETUYECKUX
nedexroB TN/ B 80-x romax XX Beka [11—13]. 3Hanue
MOJIEKYJISIPHO-TeHETHYeCKUX ocHOB [IM]I mo3Boiuio
0oJiee TOYHO OCMBICJIUTH MATOreHE3 PTUX 3a00JeBaHUI,
U3MEHUTb MOIXObI K JICUEHUIO HEKOTOPBIX U3 HUX, a TaK-
K€ CO BPEMEHEM HAJIOXWJIO OTIEeYaTOK U Ha Kiaccudu-
kauuto. Ecnu 6ostee paHHUE KiaccupUKauy OCHOBBIBA-
JIUCh B OOJIBIIIEH CTENEeHW Ha KIMHUYECKUX CUMIITOMAax
U pe3yJbTaTax MPOCTHIX J1aOOPATOPHBIX KCCIEIOBAHUIA,
TO HBIHEIIHAS Kiaccudukamus, npemioxeHHas Mex-
JIYHAPOJIHBIM COIO30M HMMYHOJIOTMYECKUX OOIIECTB
(International Union of Immunologic Societies, [UIS) [14],
B OCHOBHOM YYMTBIBAET MOJIEKYJIIPHO-TEHETUYECKUE JIe-
(eKThI TPU TOM WJIM UHOM UMMYyHOIehUIUTe. DTO MPHU-
BEJIO K TOMY, YTO HEKOTOPBIE COCTOSTHUS «TI€PEKOUEBAIN»
U3 OAHOW Tpymnmnsl B Apyryto. Tak, runep-IgM-cunapom
c necdexkroM CD40L nonroe Bpemst mpyuHajIeXal K TPyIIIe
TYMOpPaJIbHBIX Ne(PEeKTOB (C HApyIIEHUEM aHTUTEJT000pa-
30BaHUs), XOTS JaBHO ObLUIO MOHSTHO, YTO 3TO KOMOWHU-
poBaHHbIN [TVl 1 B OCHOBE €r0 JIEXXUT B MEPBYIO OYepeb
nedext T-nmumborurtos [15]. Kpome Toro, mo Mepe onu-
CaHUs HOBBIX JedekToB Kiaccudukaiusg oboratuwiach
LIeJIBIMM HOBBIMU pasnenamMu. Hampumep, aytoBocma-
JIUTEJIbHbIE 3a0071eBaHUs ObUTA BBIACJIEHBI U3 1e(HEKTOB
BPOXJIEHHOTO UMMYHUTETA B OTAEJIbHYIO TPYMITy IO MEpe
TOro, KaKk MPUXOAUJIO MOHUMAHWE MHOTOYUCIEHHOCTHU
U TEHETUYECKOTO MHOTO00Pa3usl 3TUX CUHIPOMOB.

Texymas knaccudukanus [14] nenut MU Ha 9 oc-
HOBHBIX TPYTII, OOJBIIUHCTBO U3 KOTOPHIX B CBOIO OYe-
penb MoapasaeisioTcs Ha TOArpyMIibl (Tadau1a).

B wiaccudukanuy otpaxkeHbl BaXKHbIE 3aKOHOMEP-
HoCTU reHeTndyeckux ocHOB [TM]/l: MHOXeCTBEHHOCTb
TeHETUYECKUX Je(EKTOB TPU CXOTHBIX KIMHUUECKUX
MPOSBICHUSIX 3a007eBaHus (HANpUMep, TsKelass KOM-
OMHUPOBAHHAs UMMYHHAsl HEIOCTATOYHOCTh), U B TO XK€
BpeMsl IrpoKas (peHOTUNHUYecKass BapuabeIbHOCTh Jie-
(bexToB OHOTO M TOTO Xe TeHa (Hampumep, reHa WAS),
U 1axXe WHOTJA TOW Xe caMOi MyTalluu reHa, 4To CBs3a-
HO HE TOJIbKO C TEHETUYECKUMMU, HO U SMTUTEHETUYECKH-
Mu dakropamu. Kiaccudukaius TeMOHCTPUPYET, YTO
Ha CETONHSIIHUN NeHb OMMUCAHbl TeHeTUYecKue aedek-
THl OOJIBIITMHCTBA KOMITOHEHTOB WMMYHHOW CUCTEMBI,
HacjieqyeMble ayTOCOMHO-PELECCUBHO, ayTOCOMHO-/I0-
MUWHAHTHO WU X-CUEIUIEHO. DBOJBIIMHCTBO MyTaluii
MPUBOMAT K MoTepe (PYHKIIMU COOTBETCTBYIOLIUX FE€HOB,
OIHAKO YacCTb MyTallUil BeIET K MOCTOSIHHOW aKTUBAIlUU
reHa [16]. Takum oOpa3oM, COBpeMeHHas Kiaccudu-
Kalusl He TOJIbKO CUCTEMATU3UPYeT 3HAHUS B 00JaCTU
MM, Ho 1 npenocTaBisgeT MHGOPMALIMIO, BaXHYIO IS
WX paHHEW NUarHoCTUKU. B cBOlO odepeqp, MOHUMaHUE

52

FTEMATOJIOTMN u OHKOJIOT MU

MEXaHW3MOB IaTtoreHe3a kKoHkpetHoro Bunga [TW]I oka-
3bIBAET 3HAYUTEIbHOE BJWSHUE HA TepareBTUUYECKUE T10-
XOJIbI.

Jns OOMBIIMHCTBA MALMEHTOB C KOJMYECTBEHHBIM
1/WV Ka4eCTBEHHBIM HapyIIeHNEeM aHTUTeI000pa3oBa-
HUs (a3T0 a0COMIOTHOE OOJBIIIMHCTBO MauueHToB ¢ [THU/1)
3aMmectutenbHas Tepanusd BBUT saBnserca dyHnameHTOM
WX JIUEHUS, LIeJIb KOTOPOTO — MPEeIOTBPALEHUE TSKEIbIX
nH@ekunit (cM. Tabauity). Tak, 20-1eTHee uccaegoBaHUE
M. Lucas et al. [17] moka3bIBaeT, 4YTO peryJsipHasl 3aMe-
CTUTENIbHASI Tepanuss UMMYHOIJIOOYJIMHAMU 3HAYUTEIb-
HO CHIXKAET YaCTOTY TSKeJbIX MTHeBMOHUI. Kpome Toro,
B IOCJIEIHUE TOMbI MPUIIO MOHUMAHUE BaXXHOCTU MO-
HUTOPUPOBaHUS NpeTpaHcdy3noHHoro ypoBHs IgG mig
aJKeBaTHOCTU 3aMecTuTebHOl Tepanuu [18]. Tlommep-
)xaHue TperpaHcdy3noHHoro ypoBHsS IgG BbIle S 1/1
U KOPPEKUHUS A03bI UMMYHOIJIOOYJIMHA TIPU €r0 CHUXKE-
HUU 3HAYUTEJBHO YJIy4YlIAlOT MPOTHO3 MallUEeHTOB, IO-
JIyJarolluX 3aMECTUTEIbHYIO Tepanuilo HUMMYHOTJI00y-
JHOM [18]. YMeHblleHre 4acTOThl 3MU30[0B HE TOJBKO
SKU3HEYTPOXKAIONINX, HO W IPYTUX WHGMEKIINA, TIPUBOIUT
K YJIyYIIEHUIO Ka4eCTBa XU3HU OOJIbHBIX, B TOM 4YUCJIE
¥ 32 CYET YMEHBUIEHUS TOCTUTAIU3AUUNA U TPOMYCKOB
1LIKOJIBI ¥ pabOThI MO 00J1e3HM [19].

Viyumienue koHTposs Han uHdexkuusamu npu [TU/,
B OCHOBHOM 3a CYeT 3aMecTuTesbHOU Tepanuu BBUI,
MPUBEJIO K TOMY, YTO Ha MEPBBIA IUIAaH CTAJIU BBIXOAUTH
ayTOMMMYHHBIE M BOCTaJUTeNbHbIe ocioxHeHus: [TU]]
[20]. OTKpbITUS MOCAEAHUX JET YAYUYIIWIN JIECUEHUE STUX
ocnoxHeHul mpu MHorux popmax [T ] kak 3a cuet 6os1ee
TOYHOW MOCTAHOBKM TMATHO3a, TaK U 32 CYET MOSIBICHUS
TapreTHbhIX MOAXOMOB K JICYEHUIO OINPENEeIEHHBIX TeHEe-
Tndeckux aedexrton. [IpuMepoM MOXKET CITYKUTh OOLIast
BapuOebHasg UMMyHHas HegoctatouHocth (OBUH) —
pasHopoaHasl rpymnmna 3a0ojeBaHUll, OObEAUHEHHBIX MO
JTabopaTOpPHBIM MpU3HaKaM. B aToii rpyrine HelooleHeHa
YacToTa KOMOMHUPOBAHHBIX UMMYHOAE(UIIUTOB, UIEH-
TUDUKAINS KOTOPBIX MOJDKHA MPOBOAUTHCI KaK MOXHO
paHbllle BO M30€XaHUE >KU3HEYTPOXAIOIIUX OCIOXHE-
Huii [2]. HeoOblYHBIE OMITOPTYHUCTUYECKUE UHDEKIIUH,
a TakXe CUMIITOMbI UMMYHHOM OUCPETryJSIUNU JOJKHBI
HaBOAUTh HA MBICJb O HAJIWYUU OYEPUYECHHOTO KOMOU-
HUPOBAHHOTO UMMYyHoAeduLIUTa. BblaeneHre Takux na-
LIMEHTOB CpelMu TeX, KoMy IocTaBieH nuarHo3 OBHWH,
U UCCJIeIOBAHME 3TUX TPYIII OOJIBHBIX C TOMOUIBIO METO-
JIOB CEKBEHUPOBAHWS HOBOTO MMOKOJIEHUS (new generation
sequencing, NGS) npuBesio B nocJjieAHUEe To/ibl K BbISIB-
JICHUIO HECKOJIBKMX MOHOT€HHBIX 3a00JIEBAaHUI C MHOTO-
TPaHHBIMU U B YEM-TO TNTEpeCEeKAOINMUCS (PEHOTUTIAMU.
Tak, myrarmun reHa LRBA (lipopolysaccharide responsive
beige-like anchor protein) BbISIBIEHBI Y TALIMEHTOB C Je-
dexramu T- u B-aumpountos, HapylieHueM aytoda-
TUU U anonTo3a, (eHOTUIIOM TMITIOraMMario0yIuHEMUAN
1 ayTOUMMYHHBIX TIPOSIBIICHUI, ¢ HaYaJoM 3a00JeBaHUS
B IETCKOM Bo3pacTte [21]. AKTUBUpyOLIMe MyTalluu TeHa
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Knaccugpuxayus nepeuunvix ummynooeuuumuwix cocmosnuii, npedroxcennas IULS [6], ¢ ykazanuem ocrosHbix eenemuueckux degekmos u nooxo0oe

K mepanuu (Ha4ano)

Classification of primary immunodeficiency disorders, proposed by 1UIS [6], indicating the main genetic defects and approaches to therapy (beginning)

Jlepexmol k1emouno2o u 2ymopaivHoeo 36eHa

TKHWH T-B+

TKHUH T-B—

Cunapom OMeHHa

KoMOuHMpoBaHHbIE
nedexThl (00bIYHO
MEHee TSDKeITble,
yem TKMH)

IL2RG, JAK3, IL7RA, PTPRC, CD3D,
CD3E, CD3Z, CORO1A, DOCK2

RAG1, RAG2, ARTEMIS, PRKDC,
Cernunnos, LIG4, AK2, ADA

Tunomopdueie mytatmu RAG1, RAG2,
ARTEMIS, IL7RA, RMRP, ADA, DNA
Ligase IV, IL2RG, AK

CCD40LG, CD40, ICOS, CD3G, CD8A,
ZAP70, TAPI, TAP2, TAPBP, B2M,
CIITA, REXANK, REXS,RFXAP, ITK,
MAGT1, DOCKS, RHOH, CTK4, TRAC,
LCK, MALTI, CARD11, BCL10, IL2I,
IL2IR, 0X40, IKBKB, LRBA, CD27,
MAP3K14, CTPS1

XC, AP

AP

XC, AP

Komounuposannste ITH]], accouuuposantsie ¢ CUHOPOMAAbHBIMU NPOABACHUAMU

BpoxaeHHast
TPOMOOIIUTOTIEHUST

JedexThl perapaunu
JTHK

JedexTbl TUMY-
ca B COYCTAHUN
C BPOXIEHHBIMU
AHOMAITUSIMK

NmmyHOneuuT
B COYETAHUU C KOCT-
HBIMM JUCTUIA3USIMUA

Tunep-IgE-cunapombl

BpoXmeHHBII TUCKeE-
paro3

JedexTsl BUTAMUHA
B,, n MeTabonmsma
donatoB

AHrUIpoTHYeCcKast
SKTOJEpPMasIbHAst
JUCTLIAa3UsI

JledbeKThl Kaibline-
BbIX KAHAJIOB

WAS, WIPFI

ATM, NBS1, BLM, DNMT3B, ZBTB24,
PMF2, RNF168, MCM4

Heneuus 22q11.2, TBX1, CHD?7,
SEMA3E, FOXN1

RMRP, SMARCAL 1

STAT3, SPINKS, PGM3

DKC1, NOLA2, NOLA3, RTEL1, TERC,
TERT, TINF2, TPP1, DCLRE1B, PARN

TCN2, SLC46A1, MTHFD

NEMO, IKBA

ORAIL, STIM1

XC, AP

AP

All, AP

All, AP

All, AP, XC

XC, Al

BBUTI exeHenenbHO, mpoduiak-
Tuueckast Ab, I1T, T1B, TTI1

BBMUI exenenensHo, mpoduak-
Tuueckas AB, IIT, T1B, TTI1

BBUT exeHenenbHO, npodu-
naktuueckas Ab, I1T; T1B, I1I1,
MMMYHOCYNpECCUBHasl Teparust

BBUT exemecssuHO Wiu yare,
npodunaktuueckas Ab, IT, T1B,
11

BBUI exemecsiaHO WM Yallle,
npodunakTuueckas Ab, I1T, T1B,
ArOHUCTHI TPOMOOTTIOATHHOBBIX
PELIENTOPOB

BBUT exemecsiaHO WM Yallle,
npodunaktuueckas Ab, I1T, T1B,
Teparnust OCTOXKHEHMIA

BBUI exemecsiaHO WK yallle,
npodunaktuueckas Ab, IT, T1B,
T1IT (o mokazaHusIM), Tepamnus
OCJIOXKHEHU I

BBUI exemecsiaHO WK yalle,
npodunaktuueckas Ab, IT, T1B,
Teparnus OCJIOKHEHUN

BBUT exemecsiaHO WK Yallie,
npodunakrtuueckas Ab, T I1B,
Tepanus OCI0KHEHUI

BBUI exemecsiaHO WK yallie,
npodunaktuueckas Ab, I1T, T1B,
I'KC®, Tepanuist OCIIOXHEHUI

BBUT no nokazanusim, mpodu-
naktuueckas Ab, I1T, T1B, I1I1,
BBICOKHE [I03bl BUTaMUHa B, ),
GonatoB

BBUI exeMecsiaHO WM Yallle,
npodwmrakruieckast Ab, I1T, I1B,
T1IT, Tepanust OCIOKHEHUI

BBUI exemecsiaHO WM Yallle,
npodunaktuueckas Ab, IT, T1B,
I

TI'CK B kpaTtyaiiiive
CPOKU
Tennast Tepamust mpu
nedexre IL2ZRG

TI'CK B kparyvaiiiime
CPOKHU
TeHHas Tepanust mpu
nedexkre ADAI

TI'CK B kpaTtyaiiiive
CPOKU

TICK

TICK

TICK

Hert. TpaHcrianTaims
TUMYyca — IO IToKa3a-
HUSIM

TICK

TICK
(110 rMoKa3aHUsIM)

TICK
(110 TTOKa3aHUSIM)

TICK
(110 rMoKa3zaHUsIM)
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K mepanuu (npodoadicerue)

Classification of primary immunodeficiency disorders, proposed by 1UIS [6], indicating the main genetic defects and approaches to therapy (continuation)

[pyrue ummyHozaedu-
IATHI

SP110, POLEI, TTC7A, EPGS, PNP,
HOIL1, HOIPI, CCBE1, STATSB

Tlpeumywecmeenno cymopaaviote dedexniol

BbIpakeHHOE CHUXe-
HME BCEX U30TUIIOB
MMMYHOTJIO0YJIMHOB
CO CHIXKEHHMEM WU
TIOJIHBIM OTCYTCTBUEM
B-xietok

BripaxkeHHOe CHIKCHIE
2 U30TUITOB UMMYHO-
TJIOOYJIMHOB C HOPMaJlb-
HBIM WJIM CHIKEHHBIM
ypoBHeM B-knetok

BeipaxxeHHOE CHIKEHUE
1gG u IgA c HOpMaTTb-
HBIM/TIOBBILIEHHBIM
coznepxaHuem IgM

1 HOPMaJIbHBIM YPOBHEM
B-knerok

[ymopanbHBIe Hapy-
ILIEHUSI C HOPMAJIbHBIM
ypoBHeM B-kiieTok

BTK, IGHM, IGLL1, CD79A, CD79B,

BLNK, PIK3RI, TCF3

CD19, CD81, CD20, CD21,
TNFRSFI3B, TNFRSFI13C, TWEAK,
NFKB2, TRNTI1, MOGS1, TTC37

AICDA, UNG, INOS0O, MSH6

PIK3p110, PIK3R1, nenetyu v

mytauuu 14q32, Kappa (KOHCTAaHTHBII

reH), CADD11

ITU]] ¢ ummynnoti ducpeeyasvuei

CeMmeitHbIit reModaro-
TIUTAPHBIN TUMGbOTH-
CTHOLIMTO3

03 TUITOMUTMEHTAIINT

CeMeliHbIi reMmodaro-
LUTAPHBIA TUMGbOTH-
CTUOIINTO3

C TMITOMMIMEHTALe

HedexTsl T-perynstop-
HBIX KJIIETOK

AyTOUMMYHHBIE COCTOSI-
Hus ¢/6e3 TuMbOTpoIu-
dbeparuu

AyTOMMMYHHBI JIMM-

(onponndepaTUBHBII
CHUHIPOM

WMMyHHast [ucperyJisi-
U C KOJTUTOM

WurepdepoHonatum
1-ro Tuna
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PRFI, UNK13D, STX11, STXBP2,
SH2DIA, XIAP/BIRC4

LIST, RAB27A, AP3B1, PLDN

FOXP3, IL2RA, CTLA4, STAT3

AIRE, ITCH, TPP2

TNFRSF6 (CD95FAS), TNFRSF
(FAS ligand), CASP10, CASPS, FADD,
PRKCD

IL10, ILIORA, IL10RB, NFATS
(TeMU3UTOTHASI IEJICITNST)

TREXI, RNASEH2B, RNASEHZ2C,

RNASEH2A, SAMDH 1, ADARI, IFIH]1,

ACPS, TMEM 173, CECRI

AP

AJl, AP, XC

All, AP

AP

All, AP

AJl, AP, XC

AP

AJL, AP, XC

AP

AJL, AP

All, AP

All, AP

BBUT (1o nmokazaHusim), mpodu-
naktuyeckast Ab, I1T, T1B, I1I1,
Tepanusi OCJIOXKHEHUI

BBUT exeMecsuyHO WIK Yallle,
npodunakruueckast Ab (o noka-
3aHUSIM), TePATUsT OCIIOXKHEHU

BBMUI exemecsiaHO WU Yallie,
npodunaktuaeckas Ab (o moka-
3aHUSIM), TEPAITUs OCTIOXKHEHMIT

BBMUI exemecsiuHO WK yallle,
npodunakruyeckast Ab (o noka-
3aHUSIM), TEPATUs OCIOXKHEHU

BBMUI exemecsiyHO WM yallie,
npodunakruieckast Ab, I, [1B
(110 MoKa3aHMUSIM), UHTMOUTOPbI
STHYC-KWHa3, CUPOJIUMYC, TePaTTHst
OCJIOXKHEHU I

BBUT (1o nokazaHusim), npohu-
snaktuyeckas Ab, I1T, T1B (o no-
KazaHUsIM), Tepamnus o MpOTOKO-
sy HLH-2004 (1o mokazaHusim),
Teparnusi OCJI0XKHEHUI

BBUT (1o nokazaHusim), npodu-
naktuueckas Ab, I1T, T1B (mo no-
Ka3aHMSIM), Teparsi 1o MPOTOKO-
sy HLH-2004 (1o mokazaHusim),
Teparnust OCIOKHEHUI

BBUT exeMecsauyHO WM Yalie,
npodunakruueckas Ab, T1T,
T1B (1Mo moka3zaHusiM), Tepanust
OCJIOKHEHUI

BBUT 1o nokazaHusiM, UMMYHO-
CylpeccuBHast Teparust

BBMUI 1o mokazaHusIM, CUPOJIH-
MYC, Teparusi OCJIOXKHEHU

BBUT (1o nokazaHusiM), Mpo-
dunakrtuyeckas AB, I1T, T1B (o
MMOKa3aHMsIM), TePATTHSI OCTIOXK-
HEeHUI

WMHuruburopsl uHTepepoHa u
SIHYC-KWMHAa3, Teparusi OCJI0XKHe-
HUN

TIrCK
(IO TMOKa3aHUSIM)

TrCcK
(110 MoKa3zaHUsIM)

TIrCK

TIrCcK

TIrCK
(IO TMOKa3aHUSIM)

TIrCK

TIrCcK
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Classification of primary immunodeficiency disorders, proposed by 1UIS [6], indicating the main genetic defects and approaches to therapy (continuation)

Koauuecmeennvie u kauecmeennole degpexmot hpazoyumos

BpoxaeHHbie G6PT1, WAS, ROBLD3/LAMTOR?2, AJL AP, XC T'KC®, npodunaktuueckas Ab, TIrCK
HEUTpONeHU N TAZ, COHI, C160RF57, JAGN 1, CLPB, > I1T, Tepanust OCIOXHEHUIA (10 oKa3aHUsIM)
CSF3R
BBUT (1o nokazaHusim), npodu-
JedexTsl anre3un ITGB2, SLC35C1, KINDLIN3, RAC2, ALL AP naktudeckast Ab, T1T (o mokasa- TIrCK
JIEUKOIIMTOB ACTB, FPRI, CTSC, C/CBPE, SBDS ? Husiv), FTKC® (110 mokazaHusim), (110 MoKa3zaHUsIM)
Teparnust OCIOXKHEHUI
BBUT (110 nokazaHusim), npodu-
naktuaeckast AB, I1I, mpotuBo-
Apibae (LAl Gy, I ROk, BICHS All, AP, XC MMKOOaKTepHUabHasK Teparnust TIrCK
pecrnupaTopHOTro B3pbIBa GATA2
(110 MOKa3aHMSIM), Teparus
OCJIOKHEHUI
[pyrue nedexTs CSF2RA
Jleghexmol 6posicoenno2o ummyHumema
MeHIETeBCKAS IIDEIDAC- BBUT (110 mokazaHusim),
nonlj)z)[l(eHHOCTL peap ILI2RBI, ILI2RBI, IFNGRI, npodunakriueckas AB, TIT (1o e
IFNGR2, STAT1, CYBB, IRFS, TYK2, AJl, AP, XC moka3aHusM), MPOTUBOMUKOOAK-
K MUKOOAKTepUATbHBIM (110 TIOKa3aHUSIM)
ISG15, RORC TepuabHas Tepanus (1o mokasa-
MHOEeKUMSIM o
HUSIM), TePaTTs OCJIOKHEHU I
BBMUT (o nokazaHusm),
npodunakruueckas Ab, II (o
L5(Ei0 O TR 7 TTTETE TMC6, TMCS, CXCR4 AL AP | HOKASAHHSM), TPOTHEOMHKOGAK- ULEL
3 AMUAEPMUCA (110 MoKa3aHUsIM)
TepuaibHas Tepanusi (1o mokasa-
HUSIM), TEPATHs OCIOKHEHU I
BBMUI (110 moka3aHUsIM), TIpO-
TTpenpacronokeHHOCTh unakrtuyeckas AB, I1T, I1B, TICK
K TSDKEJTBIM BUPYCHBIM STATI1, STAT2, IRF7 AJl, AP MPOTUBOMUKOOAKTEpUAIbHAS Te-
(110 TIOKa3aHUSIM)
MHOEeKIUSIM panus (1o MoKa3aHUsIM), Teparnust
OCJIOKHEHUI
Teprietnyeckue sHIIE- TLR3, UNC93B1, TRAF3, TRIF, TBKI AL AP BBUT (110 mokazaHusim), mpohu- .
banuTbl saktuyeckas [1B
e APACIONOKEHHOCTD BBMUI (1o mokazaHusim), mpodu-
pbeap CARD9 AP JIAKTUYeCKas aHTUMUKOTUYECKAS -
K MTHBa3UBHBIM MUKO3aM
Tepanus
BBUT (1o nmokazaHusim), Npo-
XpoHUUYECKue IL17RA, IL17RC, IL17F, STATI, dunaktuveckast Ab, 1T, I1B, TICK
KOXHO-CJIU3UCThIE All, AP MPOTUBOMUKOOAKTEpUAJIbHAS TE-
ACT1 (10 mokazaHuM)
KaHIUT03bI panusi (110 MOKa3aHUsIM), TePATTHsI
OCJIOKHEHMU I
BBUT (1o rokazaHusiM), Mpo- —
¢dunaktnueckas AB, TIT, T1B, 2
Ay L e it IRAC4, MYDSS AP MIPOTUBOMUKOOAKTEPUATBLHAS TE- — :
HOTO MyTH
panus (1Mo nmokazaHusIM), Tepanust 1=
OCJIOXKHEHUI (]
=
M3onupoBaHHast BBUT (110 nmokazaHusim), npodu- =
RSPA ALl - £
BPOXIAEHHAs acCIlJIEHUS snaktuyeckas Ab, T1T7 =
=
Tpunanocomo3 APOL-1 AJl — — =
(=%
=)
™
=)
(—]

ELANE, GFI1, HAX1, G6CP3, VPS45,
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K mepanuu (oKoHuaHue)

Classification of primary immunodeficiency disorders, proposed by 1UIS [6], indicating the main genetic defects and approaches to therapy (end)

Aymosacna/mme/tbnbte 3ab04eeanus

JedexTrl nHGIaMMa- MEFV, MVK, NLRP3, NLRPI3,

WMuruburopsr 1L-11, KOJIXULIMH,

oML NLRC4, PLCG2 B I . -

He cBsizaHHBIE ¢ UH- NIRRT, UL, MO, WMuruduropsr I1L-1, akropa He-

brnammacoMoit 1eheKTbl AU I, JLIRN, SIS E e Kpo3a oIt )?01114 HH’ c-mngs p -
SLC2943, CARD14, SH3BP2, PSMBS SRSy L A

Jleghexmot cucmempt komnaemenma

JedexTbl KOMIOHEHTOB CHGEL (CUgE, CIT e, CU LI, (O MMmyHOCyTpeccuBHas Tepanus

CHUCTeMbI KOMITTIEMEHTA Gl 2, €5y € (O, ©) L] Cu, A8 AL Ab ’ N

C8G, C9, MASP2, FCN3

JledeKThI perynsaimmn SLAAGC T, (A, (LIAZCUD), (L, Cl-unruburop, 6mokarop b2-6pa-

CFI, CFHRI-5, CHBD, CD21, ITGAM, AJl, AP, XC > —

CUCTEMbI KOMILJIEMECHTA CD46, CD59

Denokonuu ITH]T, evi36annble coMamuuecKumu Mymauuamu

Comaruyeckue MyTalluu B reHax
TNFRSF6, NRAS, KRAS, NLRP3

CBs13aHHbBIE C COMaTHYe-
CKMMMU MyTallUSAMU

TepMUHATBHBIC MyTALIAN
B AIRE-ayroanturenax K I1L-17
u/wnu 1L-22, ayroanturena
K uHTepdepony-y, IL-6,
GM-T'KC®, Cl-uHruouropy,
dakropy H

CBs13aHHBIE C aHTUTE-
JlaMu

JMKUHUHOBBIX perienTopos, Ab

BBUT (1o nmokazaHusim), Mpo-
— unakrtuueckas AB, I1T, I1B,
Teparnust OCIOKHEHUI

BBMUI (110 moka3aHusIM), TIpO-
— unakrtuyeckas AB, I1T, T1B,
Teparnust OCJTOXHEHUI

|
Ilpumenanue. TKUH — msadcenas komounuposannas ummynnas neoocmamounocmv, IKCD — epanyrouumaphvlii KOAOHUECMUMYAUPYIOWULL (aKmop;
XC — X-cyennennuvtii; AP — aymocomno-peyeccugnbiii; AIl — aymocomno-domunanmusiil; Ab — anmubakmepuanvras mepanus; I1I'— npomugocpubkosas
mepanus; I1B — npomusosupycrnas mepanus, I111 — mepanus, HanpasienHas Ha NPoPUAAKMUKY U AeveHue nHeemouucmHoll ungexyuu;, TICK — mpanc-

naanmayus 2emMonosSmu4ecKux cmeo106blix KAemok.

PIK3CD (PI3K-phosphoinositide-3-kinase) oOHapy>KeHbI
y Oojbioro yucia nauueHToB ¢ OBUH u cumnromamu
JIOOPOKAYECTBEHHOM M 3JIOKAYeCTBEHHOM JTUM@OIpo-
nudepanuu [22]. HakoHel, elle oaHa Oojbluasi rpyrma
nauueHToB ¢ OBUH 0Obl1a BepuduurpoBaHa Kak aedekT
reHa CTLA4 [23], npuBOASIIMIA K €ro TarioHeI0CTaToY-
HocTH [23]. BaXKHOCTb 3TUX OTKPBITUIA COCTOUT B TOM, UYTO
OHM 000CHOBAJIM HOBBIE MOJATBLHOCTH TEPATui UMMYH-
HBIX OCJIOXKHEHWI MPU 3TUX MOHOTEHHBIX 3a00JIeBaHM-
sx: abatauent y 001bHbIX ¢ Aedektamu LRBA n CTLA4
[24] u MTHTUOUTOPHI SIHYC-KMHA3 y OOJBHBIX C 1e(heKTOM
PIK3CD [25].

TakuM oOpa3oM, pellleHHe O Tepaldy MalMeHTOB
¢ paznuuHbiMu Bunamu [T/ n1okKHO MpUHUMATBCS Ha
OCHOBaHMM TIOHMMAaHMS TaTOreHe3a WX 3a00JieBaHUS,
KOHKPETHOI'O TeHeTHYecKoro naedexra u, 0e3ycIOBHO,

56

WHAMBUIYATbHBIX OCOOEHHOCTEH KaXJI0ro OOJIBHOTO.
Wcnonb3oBaHue coBpeMeHHoOU kiaccudukauu TN
SIBJIIETCSI HEOOXOAMMBIM YCIIOBHUEM BEICHUS 3TUX 00JTb-
Hbix. [Iporpecc B neyeHun nauueHtoB ¢ [TU]I B Hale
BpeMs CTaBUT Tiepell CIelMaJucTaMu COBEPIIEHHO HO-
BbIe BOTIPOCHI M 3aa4yu, TaKue KaK OIpene/ieHue Mpo-
TOKOJIOB TIepefadyu MeauaTpUuecKuX MMalueHTOB BO
B3pOCIIYIO CE€Th, M3yYeHHE JOJTOCPOYHOTO KaTaMHe3a
6o0abHbIX nociie TTCK u BHeapeHUe MporpamMMm 3aMe-
CTUTEJBHOM Tepanmuy WMMYHOIJIOOYJIMHAMU Ha JIOMY.
B macmrabax Poccuiickoit Denepaniny Bce 3TH U MHO-
rue Ipyrve 3aJadyu Mo3BOJUT PEIIUTh CO3JaHHbIN HelaB-
Ho nton aruaoit HADITU (HauuoHanbHast accolanus
9KCMEPTOB IO MEPBUYHBIM MMMyHoneduuraMm) Poc-
CMICKWIT HAIMOHATbHBIN PETUCTP MTePBUYHBIX UMMYHO-
neduuuTos [26].
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Hcnonb3oBaHue akKMUBHbLIX MEMOMI0B AEMOKCUKaYUU
npu 3aMeaNIeHHol 3NUMUHAYUU MemompeKcama nocne
BbICOKO03HOU UH(y3uu y pe6eHKa ¢ 0CMeoreHHoll capKkomMoil:
KnuHuyecKoe HabnopeHue

C.A. Kynesa, C.B. BanoBa, A.B. Hosuk, 3.C. KoroBa, H./I. ®aceena, /I.A. 3BsArunneBa
DI'BY «Hayuonanvuolil MeduuuHcKui uccaedosamenvckuil yenmp onxonoeuu um. H.H. [Temposa» Mumnzopasa Poccuu; Poccus,
197758, Cankm-Ilemep6ype, noc. Ilecounwiit, ya. Jlenunepaockas, 68

Konmaxmmuuie dannvie: Céemaana Anexcanoposna Kyaeea Kulevadoc@yandex.ru

B cmamve npedcmagneno onucanue KAUHUYECKO2O CAYHAS 3aMe0NeHHOl Inumunayuu memompekcama (MTX) nocae e2o @bicok0003HO1
un@y3uu y nayuenma 12 1em c mopghonrocuuecku eepupuyupo8aHHoli 0CmMeo2eHHol capKoMoll NPOKCUMANbHO20 Memaduagu3a 1e6oii 601b-
webepyosoll Kocmu, noayHasuieco cneuugu1ecKyro sekapcmeennyro mepanuro 6 kaurnuxke ©I'BY «HUH onxonoeuu H.H. Ilemposa» no
npoepamme EURAMOS. Obuwee épems evisederus MTX y 60avH020 66110 yeeauueno do 144 u, conpososcdanocs noueuHoil, neueHouHol
u eemamonoeuueckoil moxcuunocmoto I1—1V cmenenu. Boiuienepeuucaentsie cocmosnus 6blau Kynupoeatsl NpogeoeHuem 3amecmument-
HOUl, UH@Y3UOHHOI U cumnmomamuueckoi mepanuu. boavhoil 6bin binucan 6 y0oeremaopumenvHom cocmosinuu na 12-e cymku nocae
ungyzuu MTX.

Kaxk npasuno, nposoneuposannoe evigedenue MTX ceazano ¢ HapyuweHuem GYHKUUU pepmenmos, yHacmaylouux 60 GHympuKiemo4Hom
Mmemaboauzme yumocmamuxa. Paccmompenst ceéedenus o papmaxokunemuxe u papmakodunamuxe npenapama, Komopbvle @ Hemanoi
cmeneHu noMo2arom 00ssCHUMb NPpU4UHbL Hapyuenus evieedenus MTX u3 coleopomku Kpogu. Yoice u3eecmHbl 2eHbl, Mymauyuu 8 KOMopbix
eausom Ha Qyukyuro gepmenmos u memaboausm MTX, 3amednssn anumunayuro nocaedHe2o U y8eauuusas e2o moKCcuuHoCmb.

B cmamve onucana memoduka npumeneHus: 8blCOKUX 003 AHMALOHUCMA AHMUGOAamog Aelikosopuna (Kanrvyus GoiuHama) u uHmeH-
cuguxayuu 3¢hgpepenmuoil mepanuu ¢ npumeHeHuem npoyedyp niazmooémena. Ilpednrodicen noOOPoOOHbIIL aneopUmMM AeHeHUs PA3AUYHBIX
0CN0JCHEHULL, C8A3AHHBIX ¢ 3amedneHHbIM gbigedenuem MTX uz coigopomiu Kpogu.

Karouesvie caoea: demu, memompexcam, 3ame0NeHHAS INAUMUHAUUS, N€UKOBOPUH, NAA3MOOOMEH, OCME02eHHAs CAPKOMA

DOI: 10.17650/2311-1267-2017-4-3-58-63

Use of active detoxification methods with delayed elimination of methotrexate after high-dose infusion
in a child with osteogenic sarcoma: clinical observation

S.A. Kuleva, S.V. Ivanova, A.V. Novik, Z.S. Kotova, N.D. Faseeva, D.A. Zvyagintseva

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

This article represents clinical case presentation of delayed elimination of methotrexate (MTX) after high dose infusion at a patient
of 12 years old with morphologically approved osteosarcoma of proximal metadiaphisis of left tibia. This boy received specific drug therapy in
clinic of N.N. Petrov National Research Center of Oncology by EURAMOS program. Common time of excretion was increased to 144 hours
and accompanied by kidney, liver and hematological toxicity of 2—4 gr. Abovementioned condition was eliminated by substitutive, infusion
and symptomatic therapy. Patient was discharged in satisfactory condition on 12 day after MTX infusion.

As a rule, prolonged excretion of MTX is connected with dysfunction of enzymes participating in intracellular metabolism of cytostatic.
Data on pharmacokinetics and pharmacodynamics of drug which to a large extent allows to explain disturbance of excretion of MTX from
blood serum discussed. Genes with mutations influencing on enzymes function and MTX metabolism, which are decreasing elimination of
abovementioned drug and increasing toxicity are already known.

Article represents method of application of high doses of antagonist of leucovorin antifolates (calcium folinate) and intensification of efferent
therapy with plasma exchange procedures. Detailed algorithm of treatment of different complications associated with delayed excretion
of MTX from blood serum proposed.

Key words: children, methotrexate, delayed elimination, leucovorin, plasma exchange, osteogenic sarcoma
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Merotpekcat (methotrexate, MTX) — 310 mpemnapar
¢ aHTU(GONMATHON aKTUBHOCTBIO, HAPYLIAIOIIUIA MeTabo-
JU3M (DOJUEBON KHUCIOTHI MOCPEACTBOM KOHKYPEHTHO-
ro MHrUOMpoBaHUs auruapodonarpenykrasbl. CrekTp
OITyXOJIel, B pexXuMax Tepanmuu KOTOPBIX UCMOJb3YIOT-
cs1 paznuuHble 1036l MTX, Benuk. K HUM, mOMUMO re-
MOO0IaCTO30B U JUMGDOM, OTHOCSATCS TaKUe€ COJIUIHBbIE
HOBOOOpAa30BaHUSI, KaK XOPUOHKAPLIMHOMBI, OITYXOJIU
TOJJOBHOTO MO3Ta, OCTEOTeHHAasl capKoMa, XOHIpOocapKo-
ma [1]. I1pu nociienHUX UCHONb3YeTCsI MUHTEHCU(pUKALIUS
PEXMMOB MOJUXUMUOTEPAIIUY C UCTIOJIb30BAHUEM CBEPX-
BbICOKUX 103 MTX [2, 3].

B nutepatype wacTto paccMaTpUBaIOTCS BOIPOCHI
0 MexaHu3Max MpOTUBOOIyXojieBoro aeictBusgs MTX
U ero MeTabOJIUTOB U IyTIX MPEOAOJIEHUS PE3UCTEHTHO-
ctu K HUM [4]. CBefieHUSs Ke O HapYyILIeHUU SJTUMUHALIUA
MTX u3 mia3Mbl KPOBU B TOCTYITHBIX PYCCKOSI3IYHBIX
nyoaukanusax orcyrcTByloT. B pabdore K.M. Lee
etal. (2011) onucaHsl 2 ciiydas 3aaepKaHHOM 9KCKPELIMU
MTX y pmereii ¢ ocTeoreHHOU capkomoii [S]. DakTopHl,
BJIMSIONIME Ha 3aMmemieHue BbiBeneHus MTX u ero me-
TabOJIUTOB, HE ObUIU UACHTU(MUIUPOBAHBI. B HEKOTOPBIX
HWCTOYHUKAX 00CYXIaeTCs BIUSHUE BO3PACTa, PA3IMYHBIX
JIEKapCTBEHHBIX CPEACTB, CTENIEHU TUApaTallii OPTaHU3-
Ma Ha 3aJIepXXKy JIMMUHALIMY Tpernapata [6—8].

Hamu nipencrasiieH ciayvail 3aMeIJIEHHOTO BbIBEICHUS
MTX mnocne ero BbICOKOAO3HOUW MHADY3UU y TMallMeHTa
C OCTEOTeHHOI CapKOMOIA.

Knunnyeckuii npumep

Y nayuenma 12 aem mopghonoeuuecku eepuguyuposana
0CMeo2eHHasi capKoma NPoKCUManbHo2o0 memaduagusa ne-
8011 O01bUEDEPY0BOTI KOCMU.

Anamnes ncusnu. Pebernox om nepeoit 6epemenHocmu,
nepeéuix cpourbvix podos. Macca mena npu poxcoenuu 3500 e,
pocm 52 cm, oyenka no wikane Aneap 8/9 6annos. M3 poouns-
Hoeo doma evinucan Ha 4-e cymiku. nudemuonsoeuyveckuil
aHamHe3 He omsAcouweH. Anrnepeuueckux peaKyuil He Obiao.

Anamnes 6oaesnu. Ilocne mpaemvl 1e6oil coneHu nos-
BUAUCH NOKANbHBLIL omeK U 0onesnennocmy. Ilpu 06caedo-
eanuu no mecmy xcumenscmea 6 urone 2016 e. no danuvim
xomnvtomepnoil momoepaguu (KT) eviaerena aumuueckas
decmpyKuusi NPOKCUMANbHO20 Memaduagpuza n1e6oil 60.1b-
webepuyosoit Kocmu. Mopdghoroeuuecku eepuguuuposana
ocmeoeennas capkoma. C 19 uioas no 24 cenmsabops 2016 e.
ObLau nposedenvl 3 Kypca nOAUXUMUOMEPANUU 8 Heoadsio-
B8AHMHOM pedcume npenapamamu 0oKcopyouyur (cymmap-
Has 003a — 360 me) u yucnaamun (cymmapuas doza — 390 me).
B HUU onkonoeuu um. H.H. Ilemposa nayuenm nocmynun
0151 onpedenenust OanvbHelueil MaKmuKy 1e4eHusl.

Ilpu nocmynaenuu 6 omoenenue 25 oxkmsaops 2016 e.
8U3YANU3UPOBANACH ACUMMEMPUsL KOAEHHbIX CYCMAB08 34
cuem HOB00OPA308AHUS NPOKCUMANbHO20 Memaouagusa
1601 0oabuebepy08oll KOCMU, pasmepom 0Koao 7 X & cM.

TEMATOJIOTMM u OHKOJIOT MU

Yeeauuenue pecuonaprvix aumpamuueckux y3noe omcym-
cmeogano. Ilpu KT-uccredosanuu npokcumanbHoix omoenos
20/1eHell onpedensinacy CMewanHo2o xapakmepa (¢ npeooaa-
daHuem ckaeposa) 0ecmpyKuus 8 NPOKCUMANbHOM Memaodu -
aguse nesoli 6oavutebdepyosoil Kocmu (0m poOCMKOB0L 30Hbl
Ha npomsaxcenuu 12,5 cm) ¢ paspywieHuem u pa3eoi0KHeHU -
eM KOPMUKAAbHORO CA05, HEKOMOpbLU peepecc npoyecca no
CPABHEHUI C pe3yAbmamami npedvloyueeo Uccie008anusl.
Yenybaennoe obcaedosanue (KT opeanos epyonoil Kiemku
u OprowHOU nosocmu, CKAHUPOGAHUe KOcmell cKerema
¢ mexHeyuem) OaHHbIX 3a HaAUHUEe 0OMOANeHHbIX Memacma-
308 ONYX0AU He blABUN0. YPOBeHb KPeAMUHUHA 8 CblBOPOM -
Ke Kpogu u e20 Kaupenc 0blau 6 npedenax pegepenmubix 3Ha -
YeHUl.

Ipodonscena cneyugpuueckas aexkapcmeenHas me-
panus no npoepamme EURAMOS. Lluxa cocmosin u3 @vi-
cokodosnoeo MTX (12 e/m?), pacuemnas dosa cocmasuia
16,8 2. Hakanyne u 60 eépems esedenuss MTX nposodusace
UHQY3UOHHAST Mepanusi 2AK030-CONe8bIMU  PACMBOPAMIL,
a makice OueAauUEanHue OpeaHu3Ma ¢ ucnoavioganuem 5 %
pacmeopa eudpoxapbonama nampus. Hughysus npenapama
coenacHo npomokony npodoadcarace 4 u. Boowwiii 6anranc
Obi1 adexeamuvim, nouacosoi ouypes cocmaeénsin 1,8—2,0
ma/ke/u 6e3 duypemukos. Ilo okonuanuu eeedenuss MTX
¥ 001bH020 OMMeEHeHO NOs8AeHUe PBOMbL, HCUOK020 cmYyad,
8 OUOXUMUYECKOM aHAAU3e Kposu — 2eNnamomoKCUMHOCMb
1V cmenenu (yposenv aranunamunomparcgepasvr — 1774,3
Ed/n, acnapmamamunomparncgepazor — 3197,5 Ed/a, 06-
wuil ouaupyourn — 26,1 mxmonv/n), He@poOMOKCUYHOCMb
Il cmenenu (kpeamunun — 206 mxmonv/n). Ilpu uccre-
dosanuu 6 KOHMPOAbHOU mouke uepe3 24 u 3agpukcupo-
6ana evicokas kouyenmpauyus MTX e cvlieopomike Kposu
(868,32 umonv/n), 6 c6s3u ¢ uem nposedeHa KoppeKuus pe-
JUCUMA 86€0eHUS NCUKOBOPUHA (NClIKOBOPUH Hauam uepe3 244 om
Hauana ungysuu MTX 6 doze 100 me/m? na esedenue Kaic-
ovte 6 u). [lns pacuema 003bl A€LIKOBOPUHA UCHOAL308ANACD
mabauya [9, 10].

Hughysuonnas mepanus maxwice Ovina uHmeHcupuuu-
posana (npoeoouncst opcupo8anHblil ANKAAUMECKU Ouy-
pe3 — 5000 ma/m?). B nocaedyowue onu snumunauus MTX
ocmasanacs 3ameonenHoll (puc. 1), HeoOHOKpamHo Koppueu-
Posancs pexcum 86edeHus: AeiKosopura (003l doxoduiu 0o
1000 me/m? kaxcovie 3 u).

Kaupenc MTX na 2-e cymku 0Obin CHUMICEH U COCMABUN
6ceco 26,4 umonv/mun/m?. Dapmaxokunemuueckuii napa-
Memp naowaou noo Kpueoi KOHUeHmpauus—epems, Hanpo-
mue, v evicokum — 15 552 umonw/u.

Dhepenmuas mepanusi 6vina 0ONOAHEHA IKCMPAKOP-
NOPanbHbIM MemodOM OemOKCUKauyuu — nAa3MOOOMEHOM.
Beauuuna naanupyemoeo naazmoobmena paccuumoléanach
Ha ocHo8aHuu 00semMa UUPKyAupyouell naa3mol nayueHma
no gopmyne:

Ob6sem uupkyaupyroueii naasmol = (0,065 x macca mena

(k2)) x (1 — eemamoxpum (006. %).
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Jlosza neiikosopuna 6 3agucumocmu om KonyeHmpayuu coleopomourozo MTX [10]
The dose of leucovorin depending on the concentration of serum MTX [10]
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|
Ilpumenanue. * — nocae 120 v nabarodenus npu 3ameonennoti saumunayuu MTX dozbl kasvyus gosunama coomeemcmeyrom mabauunoim ons 120 u,
npenapam 6800umcs 0o mex nop, noka konuenmpauyus MTX 6 coieopomke ne cocmasum < 0,2 umonv/n.
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Puc. 1. Konyenmpauus MTX é coieopomke Kposu u 003a AeliK080PUHA, 660~
dumas nayuenmy (| — npouedypa niazmoobmena)

Fig. 1. The concentration of MTX in the blood serum and the dose of
leucovorin administered to the patient (| — plasma exchange procedure)

Beauuuna nepghysuposannoil kposu cocmasasna 9800 ma.
Cenapuposarno 2100 ma naazmot (83 % obsema yupkyaupy-
fowell naasmol). Bceeo 6bin0 nposedeno 3 ceamca naazmo-
obMeHa ¢ 3ameujeHuemM QPUALMPAMA CEeNce3AMOPOICEHHOL
0OHOPCKOIL NAG3MOIL.

Monumopune coieopomounoco MTX nposoduncs do eco
3nauenuilt meree 0,5 umonv/n. Ilpu docmudicenuu 0anHoeo
YPoBHS Aeiiko6opur 6soduics ewe 11 pas kaxcovie 6 u 6 0oze
15 me/m?.

Obuyee epems eviedenuss MTX obiro yeeauueno 0o 144 u,
m. e. 8 2 paza donvlie HOPMANbHO20 8bleedeHUs. 3amedneH -
Haa aaumunauyus MTX conposoxcdaracy eenamomokcuy-
Hocmoto 1V cmenenu, neghppomorxcuunocmoro Il cmenenu,
Mmuenocynpeccueii (anemus 1V cmenenu, mpombouumonenus
1l cmenenu, neiiko-netimponenueii I—I1 cmenenu), myko3u-
mom I—I1 cmenenu. Boiuenepeuucnentsie cocmosHus oviau
KYRUpo8aHvl npogedeHuem 3amecmumenbHoil, UHQY3UOHHOIU
u cumnmomamuyeckoil mepanuu. boavHoil Obin ebinucan
8 y0061emeopumenbHOM cOCmMosHuU Ha 12-e cymku nocie
ungyzuu MTX.

Oo6cyxneHue

YT10OBI IMOHATH MEXaHWU3Mbl HApYIIECHMS BBIBEICHUS
MTX u3 CBIBOPOTKHM KPOBM HEOOXOAMMO PaccCMOTPETh
ero (apMakoKMHEeTUKYy U dapmakonuHamMuky. MTX
TMIPOKCHIIMPYETCS B TICUEHU JI0 MeTaboIMTa 7-TMIPOKCH-
metotpekcaTa [11]. IIpenapat u ero mMeTaboaUT Momnaga-
IOT B KJIETKY HECKOJbKUMM TYTSIMU: Yepe3 MepeHOCUMKHU
BOCCTAHOBJICHHBIX (hOJIATOB (MPEUMYIIIECTBEHHBIN TYTh),
C TIOMOIIBIO OeJIKa, CBSI3bIBAIOILETO (POJIaThl, M TACCUBHOMI
nuddy3ueit Ipyu BHICOKUX KOHIEHTPALIUSIX B CHIBOPOTKE
yepes LUToria3MaTuIeckyto MeMOopaHy (puc. 2).

TEMATOJIOTMM u OHKOJIOT MU

MTX 1 7-rugpoKcumeToTpeKcar

bonvononurnioTamaTcunTeTasa

{ MTX-nonurniotamatsl

RN

N [vmoravarrugponasa /

Avrt Tasa }

PUGOHYKNEOTUATPaHChOPMUNasa /

TeTpar T

TCUHTeTa3a

5.

4-KapagKcaMMaAPNBOHyKNeoTUATPaHChOpMUnasa V

MTX

Puc. 2. Buympuraemounoe deiicmeue MTX u 7-eudpokcumemompexcama
u ux memaboausm

Fig. 2. Intracellular action of MTX and 7-hydroxymethotrexate and their
metabolism

Buyrpuknerounbsii MTX Merabonuszupyercsa B TO-
JIMTJIIOTAaMaThbl ¢ TIOMOIIBIO (pepMeHTa (OJUOTIOIUTITIO-
TamaTcuHTeTa3bl. [lonurmoTamaliuss HeoOxomuma UISt
peanu3zauuu MpoTuBooIyxoneBoro adpdekra MTX, Tak
KaK OHa TMO3BOJSET aKKyMYJIMpOBaTb ITOJUIIIOTaAMU-
HOBbIe (DOpPMBI MpernapaTra BCICACTBUE CHMXEHUS BbI-
BeIeHUs WX U3 KIeTKU. Kpome Toro, mojauriroTaMaThbl
007aa0T OOJBIIMM MHTHOMPYIOIIMM MEXaHM3MOM Ha
(epMEHTBI-MUILIEHU, OCOOEHHO B KJIETKaX C BBICOKOIA
npordepaTUBHON aKTUBHOCTBIO, T. €. 3T0KaYeCTBEHHBIX
MOMYISLUAX. AHTaATOHUCTOM (DOJMOTOJUTITIOTAMATCUH -
TeTa3bl SIBJISIETCS JIM30COMaJIbHAS Y-TJII0OTAMaTIUIpOJIa3a,
C TIOMOIIBIO KOTOPOIl 00pa3yloTcsl HEMOJMUITIOTaAMUHO-
Bble (pOpPMBI, OBICTPO BBIBOAIIMECS U3 KiIeTKU. OCHOB-
HBIM OOBEKTOM MHTMOUTOpHOTO BausHUS MTX ciyxut
depMeHT auruapodonaTpeaykrasa, MpoOIyKTaMu KOTO-
pOIi SIBISIIOTCSI CUHTE3UpYeMble TeTparuapodoaTtel, yya-
crBytonue B penapauuu JJHK.

Ha puc. 3 npeacraBieHbl XuMudeckue (GOpMysbl Te-
TparnapodoiaToB U MOJUNIoTaMaTHBIX (opM MTX, Ko-
TOpbIE OOBSICHSIOT MPUYMHBI KOHKYPUPYIOIIETO ACHCTBUS
nonurmoramatoB MTX ¢ terparuapodonatamu. Pasnu-
11a TIPUCYTCTBYET JIMIIb B CTPYKTYpe OCTAaTKa MTEPOUTHOMN
KUCAO0Thl. MHTMOMLIMKM TOMMUIIIOTAMUHOBBIMU  (hOpMaMK
TMOBEPraloTcs U pUOOHYKJICOTUATPaHC(hOpMMIIa3a, S-aMmu-
HOMMM1a301-4-KapOoKCaMUIPUOOHYKIEOTUATPaHCHOP-
MWIa3a U TAMUAWIATCUHTeTa3a, TakKe SIBJIsTtonmecs dep-
MeHTaMU cuHTe3a npeniectseHHKoB JIHK [12].

IMepuon nonyseiBeaeHnst MTX cocrassietr 6—7 4 ¢ ae-
Buanueit ot 3 1o 17 4. 3HaUNTENBLHO YIJIUHSIETCS TEPUO/,
3JIMMUHALIMK Y TIAIIMEHTOB C MOJiMcepo3uTaMu. BriBeme-
HUe mpernapaTa OCYIIECTBIISIETCS yepe3 MOYKHU MyTeM KITy-
0OYKOBOI (DUIBTPALIMM U CEKPELMU B MPOKCUMANIbHBIX
kaHajbuax. Okono 5-20 % MTX u 1-5 % 7-ruapokcu-
METOTpeKcaTa JMMUHUPYETCS Yepe3 XKeJTIeBBIBOISIINE
nytu [13].
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Fig. 3. The chemical formulas of tetrahydrofolates (top) and polyglutamate
Jforms of MTX (bottom)

Ve U3BECTHBI T'€Hbl, MyTallUd B KOTOPBIX BAMSIOT Ha
dynkuuo bepmeHToBUMeTabou3M MTX, 3amenisist ou-
MUWHALMIO TIOCJAEAHErO U YBEJIUYUBASI €r0 TOKCUYHOCTD.
Hanpumep, depmeHT MeTunaeHTeTparuapodoarpe-
JyKTa3a, UTPaloLIMil KIIIOYEBYI0 pOJb B MeTaboau3Me
donuenoii KUCIOTHI, Kaptupyercsds reHom MTHFR [14].
TomosuroTtHas ¢opma 6777/T BcTpedaeTcs B TOMYJISIIINN
y 10—16 % miozmeit 1 HEPEAKO COMPOBOXAAETCS BBICOKUM
PUCKOM TSDKENIBIX OCJIOXHEHMI II0CJIe MCIIOJIb30BAaHUS
BbicoKono3Horo MTX. Hapymenue dbyHKIUM y-Ta0Ta-
MWITHIPOJIAa3bl, YIaCTBYIOIIECH BO BHYTPUKIETOTYHOM Me-
Tabonuzme MTX, cBsI3aHO, KaK ITPaBUJIO, C KOAUPYIOIIUM
reHoM GGH. PactipocTpaHeHHOCTh MyTalluM aJuIeisl d0-
xomuT 10 30 %. [Monumopdusm reHa -401C/T BiusieT Ha
noaurmoTamanio MTX, TeM caMbIM CHUKasT aKKyMYJIsi-
LIMIO TIperapara B KJIEeTKE M YBeJIWYMBask KOHLEHTPALMIO
€ro HEIOJUTTIOTAMUHOBBIX (POPM B CHIBOPOTKE KPOBH,
yCyTyoJIsiss TOKCUYHOCTS [ 15].

Cpenu OoCNOXHEHUI JiedeHUsI BbICOKOA03HbIM MTX
BBIICJISIIOT He(PO-, TenaTo-, MUEJIO- U TaCTPOUHTECTHU-
HaJIbHYIO TOKCUYHOCTb. [lpumenenue MTX npuBoaut
K cMepT B 6 % ciydaes, rpu 3ToM 80 % u3 HUX 00Yy-
CJIOBJICHBI TSKEJION MUEIOCYIIpeccreit 1, KakK CIIeJCTBUE,
CEIICHMCOM 1 TeMOPParun4ecKuM CUHIPOMOM, OCTaBIIIHECS
20 % — mo4euHoI HemoCcTaTOYHOCThIO [16, 17]. TskecTh
OCJIOKHEHMI CBsI3aHa C BO3PACTOM OOJIbHOTO: YeM MOJIO-
Ke MalMeHT, TeM IIepeHOCUMee TOKCMYHOCTD, B TO BPEeMs
KakK y MalMeHTOB CTaplliero Bo3pacTa OCIOXHEHUs Mpo-
TEKalOT B TSDKEJON CTENEHW M HEPenKo COMpPSDKEHBI CO
CMEPTEAbHBIM UcXoaoM [18].

NHuobys3us Boicokux 103 MTX crajla BO3MOXHOI MO-
cJie BHEIPEHUS B OHKOJOTMYECKYIO MPAKTUKY aHTarOHU-
crta aHTudoONaTOB JieliKkoBopuHA (Kajblius (ojuHaTa).
B 0oabIIMHCTBO JiIeUeOHBIX IIpOrpaMM C MCIIOJIb30Ba-
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HUeM BBICOKMX 103 MTX BKIIOUeH KalblMsl (poamHaT
KaK mpemapaT, CHIKAIOIWI TOKCUYHOCTH ITOCJICIHETO.
B MexaHm3Me mpeBpallieHNs JICHKOBOPUHA B TETPATUAPO-
donatel auTUApOdOIATPEaYKTa3a, WHAKTUBUPOBAHHAS
MTX u ero MeTabOJIUTOM, y4acTUsl HE MPUHUMAET, 03~
TOoMy npouecchl penapauuu u perukauun JHK u PHK
C MpUMEHEHUEM Kablus (pojiMHaTa 10CTaTOYHO OBICTPO
BoccTaHaBauBatores [19].

B 3apybexHoii nutepaType Bce 00Jiblliee BHUMAaHUE
yIesasieTcsl MpeaCcTaBUTENI0 Kilacca OaKTepHaIbHBIX 3H-
31MOB, B YaCTHOCTH KapOokcurienTuaase G2, MHaKTUBU-
pytoieit MTX B CbIBOpOTKE KPOBU U UCITOJIb3YIOLIENCSI,
Kak TpaBwio, npu pa3putuu MTX-uHAYyUUPOBAaHHOM
noyeyHoi HemoctaTouHocTH [15, 18]. B Hawieit ctpaHe
B TOCYJAapCTBEHHOM pEecTpe JIEKapCTBEHHBIX CPEACTB
npenapaT He 3aperuCTPUPOBaH.

MeponpusaTust npu HapyuieHUn snumMuHauuu MTX
¥ ero MeTabOoJIMTOB MOJLKHBI OBITh HaIlpaBJIeHBI Ha IIPO-
(GUIAKTUKY ¥ KyIHUPOBaHUE BO3MOXHBIX OCJIOXHEHMUIA.
B anroputme jieueHus MAIllMEHTOB, 11O HAIlIEMY MHEHMUIO,
HEOOXOIMMO YUUTHIBATh CACIYIONINE MOMEHTHI.

1. DTuoTpomnHas Tepanusi (GeOpUIbHON HelTpore-
HUU C YYETOM JIOKATbHBIX SMUAEMUOIOTHYECKUX JAHHbIX
U HEMEIUIECHHOM KOPPEKLMEN MOCae MOJyYEeHUS Pe3yib-
TaToB 0AKTEPUOJIOTMUYECKOTO UCCAEA0BAHUS OMOJOrnye-
CKOTO MaTepuaa.

2. Tepanust criaceHust (rescue) aHajgoroMm (hoIMeBOI
KUCJIOTHI Kanbuus ¢donmHatoMm (ieiikoBopuH). Pacuer-
HbIE T03bI JICTKOBOPMHA, UCTIOJIb3yeMbIe TTpH 24-4acoBOi
nHby3uK Beicokogo3Horo MTX B mozax 1—12 r/m?, GblIn
npeacTasieHbl B Tadbauue [10].

3. INonxioyeHue Bcex METOAOB JEeTOKCUKALUKU (-
(depeHTHBIX, ad(depeHTHBIX, a TAKXKe METOAOB, MOJIE/IM-
PYIOIIMX MEXaHW3Mbl PAa3BEAEHUS U HMMMOOWIM3ALUAU
TOKCHUYCCKMX CYOCTaHIIMIA).

WMHudy3noHHYI0 Teparuio CieayeT MTPOBOIUTD B IIEJISIX-
JIE3UHTOKCUKAIIMU, COOJTI0as CAeaytolre MpaBuia:

— WCIIOJIBb3YIOTCS TIIOKO30-COJIEBbIE PACTBOPHI B pe-
KuMe runepruaparauuu (3—35 i1/mM?) B cooTHoueHuu 1:1;

— B LEJSIX ajKaau3aluuu o0si3aTebHO MpOBeneHue
uHdy3uu 5 % pacTBopa ruapokapboHaTa HATPUS B 103€
2 MJI/KT. MOHUTOPUHT KMCIOTHO-OCHOBHOI'O COCTOSIHUS
u pH Moum maeT HarisImHOE TIpeACTaBICHUE O KMCIIOT-
HO-IIIEJIOYHOM OajlaHCe OPTaHU3Ma;

— TIPU HAPYIIIEHUSIX BOJIEMUUECKOTO CTaTyca B MH(QY3UI0
BKJTIOUAIOTCSl KOJIJIOUIHBIE PACTBOpPHI, B ToM uucie 10 %
anpOyMuH B 103e 10 Mr/m?;

— B 1IJISIX TIOBBIIIEHUST 9KCKPEIMU MPOBOAUTCS (hop-
CUpOBaHME AWype3a TeTIeBbIMU AUYPETUKAMM B 03¢
0,1—0,2 mr/kr (10 1—2 Mr/Kr), BO3MOXHO OJHOBPEMEH-
HOE BBeJEHME TUTPOBAHHOIO AoIramMuHa B go3e 1—4,5
MKT/KT/MuH. Cpenu TIperaparoB, YIydIIaroIuX MToJed-
HbII KPOBOTOK, M3BeCTHbI 2,4 % pacTBOp 3yhWILIMHA
1,0 mu/ron Xu3HM B CyTKM M 2 % pacTBOp TpeHTaja
1—2 mr/xr win 0,5 % pacTBop KypaHTuiIa 3—5 MI/KL
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I1nazmooOMeH M mazmadepes MPOBOASATCS B LIESX
SIIMMUHAIINY CBI3aHHOTO C aIbOyMWHAMU TIperrapara.

4. CumnroMarndeckas Tepanusl ¢ KOPpPEKIMEH
OCTPOIl IBIXaTeIPHON HEAOCTaTOYHOCTU (TTomIepKaHMe
CBOOOTHOI TTPOXOIMMOCTH IBIXaTeIbHBIX ITyTEi, OKCHUTE-
HOTepaIms yBJIaXKHEHHBIM KHMCJIOPOIOM, TIepeBOI Ha MC-

BoiBoabl

para.

KYCCTBCHHYIO BEHTWJIALIUIO JICTKUX ITPU MMOABJICHUUN CUM-

NTOMOB JbIxaTeJbHOU HemoctatouHoctu III cremeHm),
Mpu HEAOCTAaTOYHOCTU KpoBooOpalleHus (cepiaeyHble
IJIMKO3UIbI, PETOJISIpU3YIolIasi CMeCh) U T. 1.

ABTOpPBI
WHTEPECOB.

Wcnonb3ys npeactaBieHHblE peKOMEHAalu1, HeCo-
MHEHHO, YIaeTCsl CHU3UTb TOKCMYHOCTb MTX 1 ero me-
TaOOJUTOB, OCOOEHHO y MAllMEHTOB C UX 3aMeJIEHHON
JIMMUHALMEN TIOc/ie BHICOKOIO3HOW MH(Y3UU Mmpemna-

KondaukT narepecon
3a4BJISIIOT 00 OTCYTCTBUUM  KOH(MIMKTA
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Cnyvaii pasBumua XpoHU4Yeckoro muenoneiikosa y pebexka 2 nem
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Xponuueckuii muenoneiikosz (XMJI) — pedkoe 3abo0aeéanue 6 demckom ozpacme. Jlnumenvroe npumeHeHue UHeUubUumopo8 mupo3uHKUHa3bl
cmano cmanoapmom aeverus xponuueckou gpazot XMJI. B cmamve onucan cayuaii pazeumus XMJI1 y pebenka 6 6ospacme 2 aem, u nooHsm
B80ONPOC 0 HEOOXOOUMOCMU OAUMENbHO20 NPUEMA NPenapama U 803HUKAIOUWUX 8 C8S3U C IMUM NPOOAEM.
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The case of chronic myeloid leukemia in a child of 2 years

E.V. Yakupova, T.N. Krasavtseva, E.F. Amirova, A.I. Makhonina
Republican Children’s Clinical Hospital; 98 Stepana Kuvykina St., Ufa, 450106, Republic of Bashkortostan, Russia

Chronic myeloid leukemia (CML) is a rare disease in childhood. Long-term use of tyrosine kinase inhibitors has become the standard for the
treatment of the chronic phase of CM L. The article describes the case of development of CML in a child at the age of two years and raised the
issue of the need for lifelong drug intake and the problems that arise in connection with this.

Key words: chronic myeloid leukemia, children, tyrosine kinase inhibitors

Onucanue coayyas

Tayuenm IlI., 2 co0a. Pebenokx om 4-ii bepemernnocmu,
4-e poodbr Ha cpoke 37 Hed, bepemeHHOCMb NPOMeKand ¢ pu-
cKom yepo3el ebikudbiiua. Bec npu poxcoenuu 2970e. Jlo 2 rem
POC U pazeusancs coomeemcmeeHHo eo3pacmy. B eozpacme
2 1em 20CRUMANU3UPOBAH 8 CIMAYUOHAD ¢ OUACHO30M OPOH-
XONHeBMOHUsI, 8 00uleM aHaau3e Kpogu 6blieeH eunep-
aetikoyumos 0o 82 x 10°/n, na ¢one anmubaxmepuanbroil
U UH@Y3UOHHOL Mepanul Omme4aencs CHUMNCeHue AelKoyU -
moe 0o 28 x 10°/n. Pebenok naxoouncs Ha OUHAMUYECKOM
Haba0eHuU y eemMamonoea, 8 meyeHue Mecsua omme4aemcs
pocm ypoeHs aeiikouumog 0o 41,8 x 10°/a ¢ evipaxcernvim
€08U20M NeIKOUUMAPHOLL (hopmyabL 00 MUEAOUUMOE.

Camouyscmsue pebenka He HapyuieHo, akmueHulil. Koc-
Hble NOKpPOBbL 0OnedHble, 2eMOppazuecKoe0 CUHOpPOMA Hem.
Causzucmote yucmote. Ilanvnupyromes aumgpamuueckue y3nvl
naxogvle, NOO4EAOCMHble, MeaKue, N008UICHble, 6e3001e3HeH -
Hole. Baeekux Obixarue dcecmioe, npogooumcs no 6cem nosm,
Xpunoe Hem, cepoeuHvle MOHbL pUMMU4Hble. XKueom msekuil,
docmyner enybokoil nasenayuu, newens + I cm u3-noo kpas
pebepHoil dyeu, ceaesenka y kpas pedepuoil dyeu. Cmya peey-
JSIPHbLIL, MOYA C8eMAAs, OU3YPUMECKUX PACCMPOLICING Hem.

Yavmpaseykoseoe uccaedoganue opeanos OPHOUHOU HO-
Aocmu U peHmeeHo2paghus opeanos epyoHoil Kiemku — 6e3
namonoauu.

B obwem ananuze kposu: spumpouumost — 4,59 < 10"/,
eemoenooun — 117 e/n, mpomboyumoer — 900 x 10°/a, aeii-
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Koyumst — 95,36 x 10°/a, npomuesoyumor — 2, mueiouu-
mol — 5, memamuesoyumsl — 5, naroukosdepuvle — 23,
ceemenmapHovle — 44, aumeouyumovl — 14, monoyumor — 2,
203uHouabl — 3, 6azoghuibl — 2, ckopocme oce0anust 3pu-
mpoyumoe — 7 mm/u.

bBuoxumuueckuii anasus kposu 6e3 ocobenrHocmeil, ypo-
6eHb nakmamoezudpocerasol — 439 Ed/a.

Muenoepamma: achupam KoCcmHo20 M032a 2UNEPKACINOHY -
HbLil, COO0ePICUM HeUMPANbHbIL JCUD, FINEMEHMbL CIPOMALb-
H020 oOKpydceHus, makpogaeu. Hedupgepenyuposannoie
onacmuvie kaemku 0,4 %. Meeakapuoyumaphuiii pocmok
aKmueHulil, npedcmaener MHOJNCECMBEHHbIMU, Npeumyule-
CMBEeHHO NOAUXpOMamopuabHuiMu hopmamu. Henrerue ghop-
MUPOBAHUS U OmoenreHus MmpomMOOyUMapHsiX NAACMUH He
Hapywieno. Mueaouduslii pocmoK 3HAYUMENbHO 2unepnaa-
3UPOBAH, NPUCYMCMBYIOM 8ce (hopMbl pazeumus 6e3 sI8HbIX
nposiénenuil oucmuenonossza. Mudexc cozpesanus Heiimpo-
@unos cuuxcen do 0,4, umo ykasvieaem Ha YCKOpeHHOe CO-
3pesanue KAemoK MUeaoudHo20 36eHA Ul 3A0epPICKY 8bIX0-
da 3penvix Hellmpopua08. IpumpoudHslii pOCIMOK COXPAHEH,
SABHO CYJCeH 3a cHem 006eMH020 Helimpo@uabHO20 36eHd.
Bpumponos3 HopmobaacmuuecKuil, OUCIPUMPON033 8 0ony-
CMumbIX npedenax.

Ilpu monexynapro-eenemuueckom Uccae008aHUU KACMOK
KOCMHO020 M032a MemoOoM NOAUMEPA3HOU YeNnHOU peaKyuu
(I11[P) obnapyxcena mymauyus BCR-ABL Mbcrp210el4a22
(b3a2).
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Pezyromamer yumoeenemuueckoeo uccaedo8anus Kocm-
H020 M03ea: NPOAHAAU3UPO8aHo 12 Kaemok, KOAUUeCHEO
xpomocom 46, 6 75 % Kkaemok 0OHapysceHa MpaHCAOKAUUSL
1(9;22)(q34;q11).

Onpeodenenue skcnpeccuu xumepnoeo eesa BCR-ABL
p210 memodom IIIIP & peanvHom 6pemeHu: 0OHapydceHa
axcnpeccust xumeproeo eena BCR-ABL Mbcr p210. Beauuu-
Ha HOPMAAU308aHH020 uucaa Konui cocmaensem 40,394 %.

Ilocae noaywenus pezynbmamog MOAEKYAAPHO-2eHe-
MuUYecKUx U UUMOo2eHemuHecKux Uuccae0o8anuil pebeHky
Hauama mepanus umamunubom ¢ dose 340 me/m?> — 200
me/cym (mounoe 003uposanue npenapama Gvi3vleaem 3a-
mpyoHenue). Yuumoieas eozpacm nauueHma, HeooOXoo0umo
BCKPbIBAMb U PA3BO0UMb COOepICUMOe Kancya  gode ne-
ped npuemom, aeveHue pebeHoK NepeHoCUm OMHOCUMENbHO
Y0061€meopuUmensHo.

Pesysomamor  HLA-eenomunuposanus nokazaiu Ha-
auyue 2 podcmeennvix HLA-coemecmumbix donopos (bpam
u cecmpa).

O0cyxneHue

XpoHuueckuii muenoeiiko3 (XMJI) — peakoe 3a60-
JIeBaHWE B JETCKOM BO3pacTe, Ha €ro JOJII0 MPUXOAUT-
cs1 MeHee 3 % Bcex reMo67acTo30B y aeteid. [TpuanHoit
pasutuss XMJI sBisieTcs pelUMIpOKHAS TPaHCIOKALUS
t(9;22), B pe3ynbraTe KOTOPOIl 00pa3yeTcss XMMEPHBI FeH
BCR-ABL 1, ipooyKT KOTOPOTO — TIaTOJIOTUYECKU Oe-
JIOK — 00J1alaeT BbIPAXKEHHOW TUPO3WUHKUHA3HOW aKTUB-
HocThl0. Ha reHOMHOM ypOBHE Yy AeTeil ¢ XpOHUYECKOM
dazoit XMJI Touku mosoMoK B reHe BCR J1OKamn30Ba-
HBI B TIPOTSKEHHBIX pernoHax Alu-TmoBTOpPOB B 00yIacTu
TEJIOMEpP, YTO OTIMYAETCS OT MOMAEIU paCHpeleieHUS
MOJIOMOK Yy B3pOCJbIX MaiueHToB ¢ XMJI, HO cxoaHO
¢ BCR-ABLI1-1103UTUBHBIM OCTPBIM JUM(POOIACTHBIM
JIEKO30M Yy B3pOCJIbIX. DTO Pa3IN4UE, BEPOSTHO, MpEa-
pacriojaraeT K 0OoJiee arpeccuBHoMy TedeHuto XMJI
B IIeTCKOM Bo3pacTe [1].

Nuruduropsl tuposuHkuHazel (MTK) (umatnHu6
Me3ujaT, 1a3aTUHUO, HUJIOTUHUO) CEJEKTUBHO MOAABISI-
0T BCR-ABL-Tupo3nHKrHa3y U OGJIOKUPYIOT CHUTHAJb-
HBII yTh mpojudepaly OMyX0JIeBbIX KIETOK, SBISSChH
MPUOPUTETHBIMU MpenapaTaMy TapreTHOU MPOTUBOOITY-
xoJyieBoii Tepanuu nipu XMJI. Tlocie Havyana mpuMeHe-
Hust UTK npumepHo 15 neT Hazan nmapagurMa JedeHus:
XMJI 3HauuTenbHO U3MeHWnach [2]. auTenbHOe MpU-
MmeHeHue UTK crano ctangapToM JieueHUust XpOHUYECKOM
da3pr XMIJI. B psne 3apyOeXHbIX MCCIeIOBaHUN MOKa-
3aHO BJIMSIHUE TpaHCKpumnuroHHoro dhenotuna M-BCR
Ha CKOPOCTh MOCTMKEHUS OOJBIIOrO MOJEKYISPHOTO
otBeta Ha Tepanuio MTK. [Mauuentel ¢ el3a2-tpaHc-
KPUNITOM UMEJIU CTAaTUCTUYECKU JOCTOBEPHOE MJIUTENIb-
HOE BPEeMSI JOCTIKEHUE OOJIBIIOTO MOJIEKY/ISIPHOTO OTBETa
(18,4 mMec) B cpaBHeHUM C TalMeHTamu ¢ el4a2-tpaHc-
kpunTom (14,2 mec). U3BeCTHO, YTO paHHUE MOJIEKYJISIPHBIIA
U LIUTOTEHETUYECKUI OTBETHI KOPPEIUPYIOT C TOJITOCPOY-

TEMATOJIOTMM u OHKOJIOT MU

HOI BbIKMBaeMOCThIO y mauueHToB ¢ XMJI [3]. YuuTbiBas
HU3KYI0 yacToTy XMJI 1 OTCYTCTBUE HaIeKHBIX KITMHUYE-
CKMX UCCIIETOBaHUI B AETCKOM BO3pacTe, CTaHIaPThI Jieue-
Husg XMJI B AeTCKOM MpaKTUKe HE TaK OJHO3HAYHBI, KaKk
y B3pocibix. Ha cerogHsiiiHuili geHb B jedeHun XMJI
y IeTei OmMparoTcs Ha TaHHbIE, TTOTyYeHHbIE TTPY JISYEHU U
B3pOC/IBbIX MALMEHTOB, XOTS PE3OHHO TMPEATNONOXKUTh, YTO
XMIJI y 2-neTHero pebeHKa UMEET OTJIUYHYIO OUOJIOTUIO
MO CpaBHEHUIO C 3a0o0JieBAaHUEM Y TTOXWJIOrO TalMeHTa.
BeposiTHO, 0COOEHHOCTU OBICTPO PACTYLIETO U pa3BUBaAIO-
11Ierocs1 IETCKOTO OpraH1u3Ma MOTYT OKa3bIBaTh BIMSIHUE Ha
TeueHrue XMJI, mporHos 3abosieBaHusI, OTBET HAa TEpaIuio
U pa3BUTHE TOOOYHBIX 3 PEKTOB Tepanui [4].

3akimouenue

Lenb Tepanmuu XMJI y gereii — mOCTUXKEHUE LJIU-
TEJIbHOW CTOMKOW MOJIEKYJISIPHOW PEMUCCUM, CHUXECHUE
pUcKa Tporpeccuu 3aboJieBaHUSI U BO3MOXHOE U3JIeue-
Hue. Jleuenne XMJI y geteit mpenmnosaraet JIATEIbHBIN
npueM Iperapara, BO3MOXHO, B T€UEHHE HECKOJBKUX
JNECATWIETUI, B CBA3U C 3TUM BaXXHOE 3HAUYEHUE UMEET
CHUXEHME TOKCUYHOCTH Tperapara U CBeIeHUe K MUHU-
MyMy HEOJIArOMpUSITHBIX TOOOYHBIX 3(P(PEKTOB Tepanuu.
IIpoGiema JOATOCPOUHBIX MOOOUYHBIX I(PPEKTOB Tepa-
nuu UTK y nereil cBg3aHa ¢ MOCTOSSHHOW WHTUOULMEH
Pa3IMYHBIX DU3UOJIOTUYECKU AKTUBHBIX TUPO3UHKHUHA3
B Pa3BUBAIOLIEMCS U PACTYILIEM OpraHu3Me, KOTopast MO-
KET pealu30BbIBATHCS B TMOKA HEU3BECTHBIC KIMHUYE-
ckue apdekTol [5]. U3BecTHO, UTO UMaTUHUO UMEET P
no00YHBIX 3(PDEKTOB, OAUH U3 KOTOPBIX BIUSHUE HA MU-
HepaJIn3aliio KOCTHOM TKaHU, (POpMUPOBAHUE CKeJeTa
U COOTBETCTBEHHO Ha POCT U PA3BUTHUE AETCKOTO OPraHU3-
Ma [6]. U'TK MoryT oka3wlBaTh TepaTOTeHHBIN 3(hdeKT,
U, XOTS HET JOCTOBEPHBIX UCCJIENOBAHUII B 3TOI 0bJa-
CTH, XEHIINHaM (EepTUIBHOTO BO3pacTa PEKOMEHIYET-
cg usberatb 6epemeHHOCTH BO Bpems npuema UTK [5].
Ha cerogHsmHuiA 1eHb OTCYTCTBME BO3MOXHOCTU UMETh
JeTeii BO MHOTOM OKa3bIBAa€T HEOJIArompUsTHOE BIIMSI-
HUE Ha KayecTBO XU3HU nauueHToK ¢ XMJI u cHukaet
MPUBEPKEHHOCTH K TEPATTUH.

BcnenactBue 3TOro BCTaeT BOMPOC O UIUTEIBHOCTHU
npuema UTK, o He0OXOAUMOCTU TTOKU3HEHHOTO TIpUe-
Ma mperapata. O BO3MOXHOI OTMEHe mpemnapaTa IMmocjie
OIpPEAEJICHHOTO MepUoa MOJHON MOJIEKYJISIPHON peMuc-
CUU WX UCITOJIb30BAaHUU MTPEPBIBUCTOrO MEXaHU3Ma TTPU-
ema UTK B 1es1s1x yMeHbIIIEHUS] TOKCUYECKOTO NEVCTBUS
npenapata y nereii ¢ XMJI u nonaepxxaHust MOJIEKYJIsIp-
HOU pemuccuu. Takke BaXXHBIM OCTaeTCsl BOMPOC O pas-
BUTUHU pe3ucTeHTHOCTU K Tepanuu UTK u npumenenun
B neueHun XMJI y geteit UTK 2-ro u 3-ro mokoseHus.
Tloka3zanus mist NpoBeIeHUs TPaHCIUIAHTALlMU TeMOIIO-
9TUYECKUX CTBOJIOBBIX KJIETOK (€IUMHCTBEHHOIO Ha ce-
TOIHSLIHUI IeHb U3JIEYMBAIOLIETO METOMIA Tepaluu Mpu
XMJI) orpaHuueHsl [7], omHAKO HEOOXOAMMO paccMma-
TPUBATh TPAHCIUIAHTALIMIO TEMOITOITUYECKUX CTBOJOBBIX
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kj1eToK B JieueHun XMJI B IeTcKOM BO3pacTe Kak ajib-
TepHaTUBY NoxusHeHHOMY Tipuemy UTK. [ns peuieHus
5TUX BOMPOCOB HEOOXOAMMO TPOBEACHUE MATbHEHIINX
KOOTIEPUPOBAHHBIX MYJIBTULIEHTPOBBIX UCCIECAOBAHUIA.

baaromapHocTs
ABTOPBI BbIpaXXatoT 0J1aroapHOCTh COTPYAHUKAM Jia-
bopaTopruy MOJICKYISIPHOM OMOJIOTUH, NMMYHO(MEHOTH -

FTEMATOJIOTMN u OHKOJIOT MU

mupoBaHust u maromopdosornn 'bY3 CO «Ob6nactHas
neTckas KimHudeckast oonpHUa Ne 1» (ExatepuHOypr)
3a MOMOIIb B TPOBEICHUM IIMTOTCHETUYECKUX U MOJIEKY-
JISPHO-TEHETUYECKUX MCCIICIOBAHUIA.

KondamkT narepecon
ABTOpBI  3a8BJISIIOT 00 OTCYTCTBMM KOHDJIMKTA
MHTEPECOB.
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Cnncok cokpanenmii

BAIIIl — Bu3yanbHO-aHaa0roBas Ikaia

BUY — Bupyc uMMyHOIe(UILIMTA YeJIOBEKA

BO3 — BceMmupHast opraHu3anmst 31paBoOXpaHeHUS

EAIIIT — EBpormeiickast accoumanusl mayiiaTUBHON MOMOIIN

3HO — 3510KauecTBEeHHbIE HOBOOOPA30BaHUST

CIIN/J — cuHApOM MPHOOPETCHHOTO MMMYHOIE(UIINTA

IIHC — neHTpaibpHag HepBHAs CUCTEMaA

GRADE — cucrema KputepreB KauyecTBa 1 IEHHOCTY KIMHUYECKO# MH(popMaum
IASP — MexmyHapoaHast acCOIIMAIINS TT0 M3YUYCHUIO OO

NIPS — mkaja omeHKH 00JIM Yy HOBOPOXKIEHHBIX/meTeii 1o 1 roma

Tepmunvt u onpedenenus

AIBIOBAHTHBIE AHAJBIETHKH — TIpenapaThl, IpsIMOe Ha3HaYeHMe KOTOPHBIX He CBSI3aHO ¢ 00e300JIMBaHNEM, OJJHAKO
OHM IIOMOTAIOT YMEHBIIATH 00JIb B HEKOTOPHIX CUTYAIIMSIX.

AHAJIBTeTHKH — TIpeIiapaThl, KOTOPBIC IIPU PE30POTUBHOM ACHCTBUM M30MPATEIHHO ITOAABIISTIOT OOJIEBYIO UyBCTBH-
TeabHOCTh. OHM He BBEIKJTIOYAIOT CO3HAHME W HEe YTHETAIOT APYTHUe BUIBI YYBCTBUTECIPHOCTH. Mcxons n3 papmMaKkommHa-
MHMKHI COOTBETCTBYIOIIMX IIPEIapaToB, MX ITOAPA3NC/ISIOT Ha CJICHYIOIINE TPYIIIBL 0nuoudHbie (HapKOTUUICCKUE)
U HeonuoudHvie (HCHaApKOTUICCKIE) aHAJTbICTUKH.

Boab — HeTpUsATHOE CEHCOPHOE MJTA SMOIIMOHAIBLHOE TIepeXXBaHNe, CBI3aHHOE ¢ (haKTUIECKUM WJIA ITOTEHIINAb-
HBIM TTOBPEXXIeHNEM TKaHEM, MW OITMChIBAEMOE B TEPMUHAX TaKOTO TTOBPEXKICHMS.

MHTEHCHBHOCTH 001 — TEPMUH, pABHOILICHHBIN TEPMUHY «TSDKECTh 00IM» M OTHOCSIITAICS K YPOBHIO OOJIH, CITHI-
TBIBAEMOI 1 OTTMCHIBAEMOI MALIMEHTOM.

MeTobI OIIEHKH 00 — METO/BI, MCITOJIb3YeMbIe 1T OLICHK MHTEHCUBHOCTHU OOJIM M IPYTUX €€ XapaKTePUCTHK,
TaKUX KaK JIOKAJIN3allNsI, THTEHCUBHOCTbD, YacTOTa. MeTOIbI U3MEPEHMS MHTEHCUBHOCTH OOJIM YaCTO HA3bIBAIOT IITKA-
Jamu 60711, TakKe TIPUMEHSIIOT TaKie TePMUHBI, KaK MHCTPYMEHTHI 1 METOIWKI OIICHKH OOJIH.

Heiiponatuueckas 001b — 00J1b, BRI3BAHHAS CTPYKTYPHBIM ITOBPEXKICHUEM WM TUCGHYHKIINEH HEPBHBIX KIETOK
nepudepnIecKoil MM LIeHTpaIbHOM HepPBHOI cucTeMbl. HeiipormaTuueckas 60/1b MOXKET TTEpCUCTUPOBATH Aaxe 0e3
IIPONOJIKAIOIICIICS CTUMYIISIIINN.

Ocrtpas 60Jb — 3TO CEHCOPHAsI peaKILMsI C IOCICAYIOINM BKIFOYCHIEM SMOIIMOHATIFHO-MOTUBAIIMOHHBIX, BEreTa-
TUBHBIX 1 IPYyTUX (haKTOPOB MPU HAPYILIEHUU LIETOCTHOCTU OpraHru3Ma. B HopMaJIbHbIX YCIOBUSIX O0JIb SBJISIETCS OMO-
JIOTMIECKH 00YCITOBJICHHBIM 3aIlIUTHBIM (DEHOMEHOM M MCYe3aeT IIPU YCTPaHSHUH TIPUYNH, BHI3BABIINX ITOBPEXKICHNE.

IIepcucTupyromas 601b — TEPMIH, UCITOIB3YeMBbIH 1T 0003HAYCHUS IIMTSIEHOM O0JIH, CBSI3aHHOM ¢ COMAaTUIECKIM
3a00JIeBaHIEM, TSKEITBIMU MHMEKIIUSIMHA, 37J0KaueCTBeHHBIMI HOBooOpa3zoBaHusMu (3HO), xpoHMUIecKoit Heipoma-
TUYECKOI OOJTBIO, AMTU30INYECKON OOIBIO.

IIpuBbiKanue (TOJEPAHTHOCTD) — CHIDKECHIE YYBCTBUTEIIBHOCTH K (hapMaKOJIOTHIECKOMY IIpeIrapary Imoce ITIOBTOpP-
HBIX BBeICeHUIA. 1S TToTydeHUSI IpexkHeTo 3(pdekTa TpedyeTcs MOBBIIICHNUE O3EI.

IIpoJsioHrupoBaHHbIe JeKapcTBeHHbIE (DOPMbI — TEPMUH, MCIOJIb3YeMbIii pAaBHOLIEHHO C TAKMMMW TEPMUHAMM, KakK
«IIPOJIOHTUPOBAHHOE BBICBOOOXKIEHHE» , «<MEIIJICHHOE BLICBOOOXKIEHNE» , NIMTEITLHOE BRICBOOOKIEHNE» , <KKOHTPOJIH -
pyeMoe BBICBOOOXKIECHME» .

IIpopeiBHAS 601> — BpeMEHHOE HapacTaHNE MHTCHCUBHOCTH OOJIM JO WUIM BBIIIIE NCXOMTHOTO YpoBHs. Harmpumep,
peOCHOK TPUHNUMAET aHAIBTCTUKH 1 XOPOIIIO KOHTPOJIHUPYET 00Ib IIPU CTAOMIIBHOM PEXMME MX IIpueMa, HO BHE3aITHO
pa3BUBACTCS OCTPHIN IMIPUCTYIT OO, DTOT BHUI 00N OOBIYHO IOSIBIISICTCS BHE3AITHO, SIBIISICTCSI OUeHb MHTCHCHUBHBIM
1 KOPOTKUM TI0 BpEMEHM. DTO YacToe IBJIEHNE ITPY OHKOJIOTMYECKOM 001, HO MOXKET BCTpeYaThCs 1 TIPpH He3oKade-
CTBEHHBIX COCTOSTHUSX.

CHMHIPOM OTMEHBI — Pa3BUTHE KOMITIEKCA (CMHAPOMA) HEPHUSITHBIX CUMIITOMOB WJIN (DU3MOJIOTUIECKIX M3MEHCHUIA,
BBI3BAaHHBIX PE3KMM IPEPhIBAHUEM MJIN CHIDKEHUEM 03I IT0CJIE MHOTOKPATHOTO MPUMEHEHUS (hapMaKOJIOTHIECKOTO
npernapara. CHHIPOM OTMEHBI TaKKe MOKET OBITh BEI3BAH TPUMEHEHUEM MpeTiapaTa-aHTarOHMCTa.

CMeHa ONMMOMIHBIX AHAJIBIETHKOB — B HACTOSIIIIEM PYKOBOJCTBE IOJ CMEHOI OMMMOWIHBIX aHAJTBIETUKOB MMEETCS
B BUIY KIIMHUYCCKAsT TTPpaKTHUKa 3aMEHBI OMTHOTO OITMOWIHOTO aHAJIbIeTHKAa Ha IPYTOil B CBSI3M C TO30JMMUTUPYIOIINMUI
MMOOOYHBIMHU 3 PeKTaMK U/WIN HETOCTaATOYHBIM 00€300IMBAIOIINM JCCTBHUEM.

TszecTb 00 — TSPMUH, PABHOIICHHBIN TEPMUHY «MTHTEHCUBHOCTH OOJIIT» M OTHOCSIITUICS K YPOBHIO OOJIN, MCITBI-
TBIBAEMOI 1 OTTMCHIBAEMOI MMALIMEHTOM.
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3. JIeuenue

3.1. OOmue NPUHIOUIBI MEIUKAMEHTO3HOTO JIeYeHHUs
0osn y nereii

B ocHoBe BeieHMs 60JIEBOTO CHHAPOMA Y JETEM JIEKUT
HCIIOJIb30BaHUE «JIECTHULIBI 00e300muBaHusT BO3».

CornacHo pekomeHmauusim BO3 2012 ., «merckas»
JIECTHMILIA COCTOUT U3 2 CTyIeHei (PUCYHOK):

2-51 CTYNeHb — YMEPEHHasl U CUJTbHAsI O0JIb
(4—10 6am10B)

CuibHBIC HAPKOTUUYECKHE JIEKAPCTBEHHBIE CPeJI-
cTBa +/— HECTePOMIHBIE TPOTUBOBOCTIATUTEb-
HbIE CPE/ICTBA WJIM TTapaleTaMost +/— albloBaHThI
+/— HedapMaKoJIOTHUECKHUE METOIbI

1-51 cTynenp — ciabast 601b (1—3 Ganna)

HecreponaHble NpoTHBOBOCHIANUTENbHbIE CPEACTBA UM MapalieTaMol
+/— agbloBaHTHas Tepanusi +/— HehapMaKOoJIOTUIECKHIE METOIbI

«Jlecmnuya obesborusanus BO3y demeir» (2012 e.)
“The WHO Pain Relief Staircase for Children” (2012)

— cTyneHb 1 (c1adasg 001b): HEOIMOUIHbIC aHAJIBI€TH -
KM +/— aJbIOBAHT;

— cTyneHp 2 (yMepeHHAs M CHJIbHASL 00JIb): CUIbHBIC
OMNMOUITHBIC aHAIBICTUKY + HEOMMOMIHBIC aHATBIETUKY +/—
agbploBaHT [1-5].

[Tpu papmakoTepanuu 001K y AeTeil peKOMEHIOBAaHO
MPUMEHSITh IBYXCTYTIEHYATYIO CTPATETUIO:

e crynenb 1 (c1adas 00Jib): HEOMOUIHBIC AHAJILICTH -
KU +/— anblOBaHTHBIE aHATTbIETUKU;

e crynmeHb 2 (ymMepeHHas W CWIbHasg 00Jib): CHIIbHBIC
OMNMOUITHBIC aHAIBICTUKY + HEOMMOMIHBIC aHAIBIETUKY +/—
aTbIOBAHTHbBIE aHAJBIeTUKH [ 1—5].

YpoBenb yoenuteibHocTH pekomengamuii C (ypoBeHb
JIOCTOBEPHOCTHU JOKA3aTEIbCTB — 4).

Kommentapun. llayuenmy, noayuarowemy obeszdosusa-
Hue, u/unu e2o pooumensm (3aKOHHbIM NPeocmagumensim)
cnedyem cocmagums naan npuema npenapamos. llpuem 6a-
308bIX U BCNOMO2AMENbHbIX NPENApamos ¢ yKazanuem 003
Ha3Havaemcs no 4acam (3mo noModcem nodoepicueams Ha
onpedeneHHOM ypOGHe KOHUEHMPAyulo npenapama 6 naasme
KPO8U U KOHMpPoAupoeams 601eavle oupyuenus). Bnaiane npu-
ema aekapcme Heo0Xo0uMOo YKa3bleamy, 051 He2o NPpeoHaA3HAa-
yen Kaxcowlii uz npenapamos. Dapmaronoeuueckue npopuau
Haubonee 4acmo UCHOAb3YEMblX ONUOUOHBIX AHANbCEMUKO8
y demeii npedcmasaerst 6 Ilpuroncenuu I'S.

* PekoMeHnayeTcsi BBOOUTh 00€3001MBalOIIMIA TIpemna-
paT peryJsipHO uepes ornpeeeHHbIe MHTePBaJlbl BpeMEHU
C YYETOM Ieproaa MoJyBbIBEAECHUS, «I10 yacam» [1—35].

YpoBenb yoenutenbHocTH pekomengamuii C (ypoBeHb
JIOCTOBEPHOCTHU JOKA3aTEIbCTB — 3).

* PexomenayeTcs ucmnonb3oBaTh 0e300JIe3HEHHbBIE
MyTH BBEAEHUS 00€300/IMBaIOIIUX:

— T10 BO3MOXHOCTHU Y€pe3 POT;
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— aJbTepHATUBA — TTOAKOXHO WM BHYTPUBEHHO ITy-
TeM MOCTOSTHHOM MH(Y3UH WM Pa30BBIX BBEICHUI Uepes
BEHO3HBII KaTeTep;

— BHYTPUMBILIEYHBIN MyTh HE UCTIONB3yeTcs [1—35].

Yposens yoemutenbHocTu pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH J1I0KA3aTeJIbCTB — 3).

* PekoMeHIyeTCs «MHAMBUAYAIbHbBIN MOAXO» K JIie-
YEHWIO MaIlMeHTa — aanTalys JeUeHUsT K UHIUBUIYaJTb-
HBIM MOTPpeOHOCTAM MauueHTa [1-35].

Yposens yoemurenbHocTH pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH TI0KA3aTeJIbCTB — 3).

Kommentapuu. /Ipu paspabomie unouudyanbhoeo noo-
X00a K 1eKapcmeeHHOMY AeHeHUI0, NOMUMO HeNnocpeoCmeeH -
H020 aHanbeemuuecko2o Aghgexma, 00AdNCHbL ObIMb YUMeEHb!
dpyeue noaoxcumenvrle pghexmol 8b10paHH020 npenapama
(Hanpumep, ymeHbUleHUE MPesoel, YAyUUleHUe CHA, HACMPO-
eHUs U KaYecmea JICU3HUL), a makKdce makue paKkmopul, KaxK
€20 NepeHoOCUMOCMb U B03MOICHOCMb DA3BUMUS CEePbe3HbIX
nobouubIx 3¢phexmos.

* [Tpu pa3roBope C MarmMeHTOM 1/ UT1 3aKOHHBIMU TTPEeJI-
CTaBUTEJIIMA HE PEKOMEHIIOBAHO WCIIOIbh30BaTh TEPMUH
«HapKOTWYeCKue 00e300IMBaloIIe» — CAeAyeT TOBOPUTh
«OIMMOWIHBIC aHATTBICTUKI», YTOOBI OTIEIISITh HeOIaronpH-
SITHOE COLIMAIBHOE SIBJIEHNE HADKOMAHMIO OT BpaueOHbIX Ha-
3HAa4YeHUIi, HarpaBJIeHHbIX Ha OJ1aro nauueHTa [1-5].

YpoBens yOenutenbHOCTH pekomeHmammii B (ypoBeHb
JIOCTOBEPHOCTH T0KA3aTeJIbCTB — 3).

3.2. ®apmakoTepanus c1a00ii 00, y AeTei

Humencusenocmo 6oau ouyenusaemcs, kak crabasn (1-3
banna).

* Ha 1-ii ctyneHu dapmakorepanuu 001 PEKOMEH-
JIOBAHO WCITOJIb30BaTh HEOTTMOUIHBIC aHAJIBIETUKH, TIPU
HEOOXOIMMOCTHU MOOABIATh albIOBAHTHBIE aHATTBIETUKY;
W3 HEONMOUIHBIX aHAJbIETUKOB TIperaparbl BbIOOpa —
napateramost u uoynpode [1, 6-9].

Yposens yoemutenbHocTH pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH J1I0KA3aTeJIbCTB — 3).

Kommenrapun. YV demeii cmapuwe 3 mecsuyes npumensirom
napauemamon uau ubynpogher, y demeit maadue 3 mecsauyes
— moavko napayemamon. I[lapayemamon u ubynpoghen ume-
om maxkcumanvivie cymoumvie 003vt (cm. Ilpuroncenue I9).
B cayuae ux nenepenocumocmu uau He0OCMAmMoYHOU 3¢p-
ghekmusHocmu caedyem ucnoab308ams nPenapamol pe3eped
(2-5 AuHUS): Kemopoaak U ueaeKokcuo.

3.3. dapmakoTepanus yMepeHHO# M CHIIbHOM 00JIH y AeTel

Humencuenocms 60au oyenusaemcs, KaK ymepeHHAs
unu cuavhas (om 4 do 10 6ananos), a adekeamuulii ee KOH-
mMpoab He 00CMuUaemcst pecyasapHbiM NPUeMOM napayema-
MOAa, HECMepOUOHbIX NPOMUBOBOCNANUMENbHBIX CPeOCmE
U ads08aHTHBIX AHAIBTETUKOB.

* Ha 2-ii ctryneHu dapmakorepanuu 0071 PEKOMEH-
JIyeTCsl WCIIOTb30BaTh CUJIbHBIE OIMOWIHBIC aHajbre-
TUKU, TIPU HEOOXOAMMOCTH — J00aBJISAThH HEOTTMOUTHBIC
" ambioBaHTHBIE [ 1, 6—9].

‘YpoBenb yOeIuTeIbHOCTH peKoMeHaanui C
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(YpOBEeHbB JOCTOBEPHOCTHU TOKA3aTEeILCTB — 3).

Kommenrapun. Komnaexcroe neuenue 6oau no3eoasiem
nosvicums 3pgdexkmusHocms 00e3004U8AHUSL U YMEHbULUMb
003y onuoudnoeo anarveemuka. Ilosmomy ucnoav3oeanue
ONUOUOHBIX AHANBEEMUKO8 He00X00UMO O0NOAHAMb HEONU-
OUOHbIMU, a MaKice adsr8aHmamu (Ko-aHalbeemuKamiL),
Heghapmakonoeuueckumy memooamu u 6030elcmeuem Ha
NCUXOIMOYUOHANBHYIO Chep).

Ilpenapamvr  2-it cmynenu (onuouodHvle aHaNbeMU-
Kl) HeoOX00umMo HA3HAYAMb He3aMeOlAUMeNbHO NpU HedP-
gexmueHocmu HeonuouoHvix obesboausarouux. Mopghun
KopomKoeo delicmeus — OCHO8HOU npenapam npu 005X
YMEPeHHOU U CUAbHOU UHMEHCUBHOCMU, d MAKice 05l Kynu-
posanus npopwieHbix boneil (1-s aunus). Ilpenapam peszep-
6a — gernmanun (2-s aunus). Pexomendyemvie unmepsansi
86edeHuUss MOpPUHA npedcmasneHvl 0Asl ePYNNbL NAUUCHMO8
¢ HOpMAAbHBIM MUnom memaooausma. Hcnonvzosanue mop-
gura Kopomkoeo deiicmeusi n0360asem bbicmpo nodoobpamo
aghpexmusryo cymouryio 003y obesborusarnus. Ilomom pe-
OeHoK modcem Obimb nepegeder HA NPenapamosl NPOAOHSU-
posannoeo deiicmeus. Ilpu nosesenuu npopwvieHoi 60au Ha
gone npuema nposoHeUPOBAHHBIX NPENAPAMo8 Heo0X00UMO
UCNOAB308AMb MOPDUH KOPOMK020 delicmaust 045 Oblcmpoeo
obe3601usanus.

Jloza onuoudnoeo ananveemuxa 00AXCHA NOOOUPAMbCS
Ha unoueudyanvroll ocHose. Ilpumepwt pacuema 003 onuouod-
HbIX aHanbeemukos npeocmasnervt 6 Ilpusoncenuu I'l 1.

Y demeii u nodpocmios, He noayuarouux onUOUOHbIE
aHanveeMuKu, npueM HaA4uHaemcs ¢ pacuema cmapmogoi
(HauaavHoll) 00361 (Me/Ke 6 3asucumocmu Om 603pacma
u nymu egedenus) (cm. Ipuaoxncenue I'10). Y demeii u noo-
POCMEKO08, NOAYHAIOWUX ONUOUOHBIE AHAAbeeMUKU (NpU nepe-
800e ¢ 00H020 onuouda Ha dpyeoit), cmapmosas (Ha4anbHasL)
doza paccuumeigaemcsi UCX00s U3 IKBUAHANbCEMUHECKO20
COOMHOUIeHUsl NPUHUMAEMO20 NPeNnapama K Ha3Ha4aemomy.

Ianee doza nepecmampugaemcst Kaycovie CYmKu u, ecau
HYJICHO, NOBBLUUAEMCS C YHEeMOM 86e0eHHbIX 003 0451 KYNUpO-
eanusi npopwieHbix bosei. BO3 (2012 e.) pexomendyem npu

TEMATOJIOTMM u OHKOJIOT MU

Heappexmusnocmu onuouduvix JIC (1-5 cmyners «1ecmuuybl
006e3004u8anUs») cpasy nepexooums Ha 2-10 CMyNneHb — Culb-
Hble OnUOUOHbIe aHanbeemuKu (MopguH), 00HaKo npu omcym-
CMeuU makoii 603MONCHOCIU Y Oemeil MOJICHO UCNOAb308aMb
cAa0blil ONUOUOHBLI AHAAb2EMUK — MPamMadon, Npu YCAoeuu
€20 AhghekmusHocmu U xopouieli nepeHoCUMOCmU.

Jumumuposannas cymounas 0o3a ecmsv y mpamadonra
(maba. 1). Y moppuna u enmanuna doza nosviuaemcs
¢ yuemom cymmol 003 HA AeyeHue NPopsleHoll 604U 3a npe-
Ovidywue cymku 0o mex nop, noka me o6yoem odocmueHym
obezboausarouguil pghexm.

s 6HympueeHH020 uau NOOKOICHO2O0 HENpepbleHO20
86e0eHUsl ONUOUOHBIX AHANbEMUKO8 UCNOAb3YIOMCA WUNPU-
uesvle Hacocvl (nepgyszopvi, urgyzomameot). Auanveesuro,
KOHMPOAUPYeMYI0 NAUUEHMOM, MeOUUUHCKUM NePCOHANOM,
pooumensmu, nPpoeoosim 68 CIMayUoHape u Ha 0omMy ¢ HOMO-
WbI0 CREUUANbHBIX WNPULEBbIX HACOCO8, KOMOpble NPOePaM-
MUDPYIOMCSL 8PAHOM HA ONPEOeNeHHYI0 CYMOUHYI0 003V 880~
dumoeo eewjecmea nymem mumpo8aHus, Ha ONpedeseHHoe
Koau4ecmeo cmpyiiHblx 00410c08 U ux 003 no mpe6ogaHuIo
navuenma 04s 3nU30008 NPOPLIGHOL 60U, a MAKICe HA MU-
HUMAAbHO pa3peuleHHbLI UHMeP8an Mexcdy 60AOCHbIMU 86e-
deHusmu.

» [Ipu yMepeHHOI U CUJIbHOW 00U PEKOMEHIYEeTCS
HasHauyaTb MopduH [1, 6—9].

VYposens yOemurenbHocTH pekomennammii C (YpoBeHb
TIOCTOBEPHOCTH JIOKA3aTeIbCTB — 3).

Kommenrtapun. Mopgpun seasiemes npenapamom vioopa
Ha 2-ii cmynenu apmaxomepanuu 604U, NPU NPAGUALHOM
UCNOAb308AHUU OH 3Phexmusen u bezonacen y demeil u noo-
POCMKO8.

* I1pu HEBO3MOXKXHOCTU Ha3HAYUTh MOPMUH WU IIPU
HaJIMYUU €r0 HENEPEHOCUMbIX IT000YHBIX 3 deKTOB pe-
KOMEH/YeTCSI Ha3HAYUThb TpaMagoj (IIpM yMEpeHHOM
60J11) vwin peHTaHua (pu cuabHOM 6onn) [1, 6-9].

Yposens ybOemutenbHocTH pekomennammii C (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeIbCTB — 3).

* TpuMerieprIMH He PeKOMEHITyeTCsl Ha3HavYaTh [Ts Jieue-

Tadmuua 1. Pacuem sxeuanarveemuyeckux 003 ONUOUOHBIX AHANbZEMUKOE 6 3AGUCUMOCIU OM AHANb2eMUYECK020 nomeHnyuanra npenapamos

Table 1. Calculation of equianalgic doses of opioid analgesics depending on the analgesic potential of the drugs

Karncysnsl, Ta- Mo 400
Tpamamon 0,2 OJIeTKU-peTap/, Jo 50 o 100 1o 200 (Makcu- — — —
CBEYM, aMITyJIbI MyM)
B TabGueTku-pe- . . _ Ilo Mo Ilo ok
Mopdun 0,3-0,5 i, T o0 20—-30 J1o40—-60 1o 80—120 160—240 320—480 640—960 W nanee
Mophun 1 AMITYJTBI o 10 Jlo 20 Jo 40 o 80 Jo 100 o 120 W nanee**
DeHTaHuI 150 AMITYTBI o 0,06 Mo 0,15 Jo 0,25 o 0,50 00,7 110 0,8 W nanee**

Ilpumenanue. * — ananveemuyecKuii NOMEHYUAN PACCHUMAH NO OMHOUWEHUI K MOPPUHY (napeHmepanvho), e0e ananbeemuyeckuil dgpghexm mopguna npu-
uam sa 1 (Freye, 1986); ** — danvheiiuee nogviuiernue 003 npenapamos paccuumléaemcs o aHal02uu ¢ y4emom aHaibeemu4eckux NOMmeHyuai08 npenda-

pamoe.
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HUSI [IEPCUCTUPYIOLLIETO OOJIEBOro CMHApoMa y neteit [1, 6-9].

YpoBenn yoenutenbHocTH pekomeHnamuii C (ypoBeHb
JTOCTOBEPHOCTH JJ0Ka3aTeJbCTB — 3).

* [IpopbiBHYIO 00JIb, BOZHUKAIOIIYIO Ha (DOHE pery-
JIIPHOTO BBeicHUS (TIpreMa) aHaJIbIeTHKa, peKOMEHIyeT-
s KyIMpoBaTh cpasy nocie ee BOSHUKHOBeHus [ 1, 6-9].

YpoBenn yoenutenbHocTH pekomennamuii C (ypoBeHb
JTOCTOBEPHOCTH JJ0Ka3aTeJbCTB — 3).

* Jlng moadopa obe30oiuBalolieil 103bl U KyIUPO-
BaHUSI TPOPHIBHOM 0O PEKOMEHIYeTCsI MCTIOIb30BaTh
MOP(UH KOPOTKOTro (OBICTPOro) AEWCTBUS; I MOAEP-
KaHus 3¢ dexkra 06e300aMBaHUS — MOP(HUH KOPOTKOTO
(6BICTPOTO) WY MPOJIOHTUPOBAHHOTO NeicTBUs |1, 6—9].

YpoBenn yoenutenbnocTH pekomennamuii C (ypoBeHb
JTOCTOBEPHOCTH JJ0Ka3aTeJbCTB — 3).

Kommentapuu. Cymounas 0doza mopguua nposoHeu-
POBAHHO20 OelicmBuUsi pasHa CymouHoi 003e MOp@uHA Ko-
pomkoeo deticmeus uepe3z pom u 8 2—3 pasza 6oavue, 4em
cymouHas 003a MoppuUHa KOPomKo2o 0elicmeus, 66e0eHH020
napenmepanvro. Pazosas dosza mopguna nposoHeuposanto-
20 delicmeusi pagHa NOA0BUHe €20 CYMOUHOL 003bl, MAK KaK
daumensvHocmo eeo deiicmeaus cocmasasiem 12 u.

Ecau npu peeyaspnom npueme 6016 nosieasiemcsi Mejicoy
dozamu MophuUHa KOPOMKO020 UAU NPOAOHSUPOBAHHO2O Oeli-
cmeust, Ha3HaA4eHHbIMU NO 4acam, — HeoOX00UMO HAZHAHUMb
003y mopuna 05 Kynuposarusi npopwieHoil 6oau. Jloza ons
Kynuposanus npopsieHoil 6oau cocmasasem 50—100 % om
mMoil pazoeoll, KOmopasi npumMeHsiemcsi Kaxcovie 4 4; uau pac-
cuumvieaemes kaxk 5—10 % (makcumym 1/6) om obueii cy-
mouHol 00361 MOPPUHA, NPUHUMAEMOTL 8 OaHHbLI MOMEHM.
Tlookoocnas unu 6Hympueennas 003a 045 KyRupo8aHus npo-
PbIBHOLL 604U D0aXCHA Obimb OaHa He panee, yem uepe3 15—30
MUH om npedvldyueco npuema npenapama. Buympueenno
CMPYIIHO pa308yio 003y MOPQPUHA 860051M He MeHee 3—5 MUH.

* He pekomeHmyeTcst uepeioBaHie OMMOUIHBIX aHATb-
TeTUKOB 0e3 He0OXOTMMOCTH. 3aMeHa OITMOUIHOTO aHAJTb-
reTuKa M/WIM CMeHa IyTH eTo BBEIEHUS] PEKOMEHIOBaHA
TOJILKO TIPU HEJOCTAaTOYHOM 00e300/uBatoieM 3¢ dekTe
WJIN HETePEHOCUMbIX TOOOYHBIX a3 dekrax [1, 6—9].

YpoBenn yoenutenbHocTH pekomennamuii C (ypoBeHb
JTOCTOBEPHOCTH JJ0Ka3aTeJbCTB — 3).

* [1pn BOBHUKHOBCHNH HEKYITUPYEMBIX OCIOKHEHMI
PEKOMEHJIyeTCsI CMeHa OIMMOMITHOTO aHATbIeTUKA Ha JIPY-
roit B aKkBHMaHajibreTuueckoit nose [1, 3, 9, 10].

YpoBenn ybOenutesbHOCTH peKomeHnmammii B (ypoBeHb
JIOCTOBEPHOCTH J10Ka3aTeJbCTB — 2).

Kommentapun. [lobounvie s¢hpexmot, 603HuKarowjue npu
npueme ONUOUOHBIX AHANbEMUKO8, HEOOXO0UMO Aedumb,
a npogederue 00e3001UBAHUS He OCIAHABAUBAMD.

Ilpu Heso3moMCHOCMU KYNUPOBaHUs NOOOYHBIX IPpeK-
moe caedyem npou3gecmu POMayuio ONUOUOHbIX AHANbeeMU -
K08 unu ymeHvuums 003y obe3boausaroujeeo npenapama 00
Makcumanvro sggexmusnoii. Ilpu cmene onuouoHsix ananb-
2eMUK08 Ul NYMu Ux 86edeHus HeobX00UMo UCHOAb308AMb
IKBUAHANbeeMUYeCKUEe COOMHOuweHUs 003 (cm. maoba. 1).
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Paccuumannyro do3y nHo6o2o npenapama caedyem CHU3UMb
Ha 30—50 %, a 3amem, npu omcymcmeuu Hebaazonpusm-
HbIX 3(hhexmos, nocmenenno nosvtuantv 0o Heo6x00UMoIl.

* PexoMeHayeTcs NMPOBOAUTH OTMEHY OINMOUIHBIX
AHAJIbIETUKOB IyTEM MEIJIEHHOTO CHYDKEHUSI J03bl IS
NpodUIaKTUKNA CUHAPOMa OTMeHHI [1, 3, 11—13].

YpoBens yoenutenbHocTH pekomennammii C (YpoBeHb
JIOCTOBEPHOCTH JI0KA3aTeIbCTB — 3).

Kommenrtapun. FEciu nayuenm noayuan onuouoHbwlii
ananveemuk Hedoseo (7—14 Owueit), 003y cruxcarom Ha
10—-20 % om nepsonauaivroli Kaxcovie 8 4, NOCMENEHHO
Yeeauuusas UHmepeansl mexcoy 68e0eHusMU Ui npuema-
mu. Tlocae dnumenvroeo npumenenus (6oaee 7— 14 dueit) ve
cnedyem cuuxcams 003y oonee wem na 10—20 % e nedearo.
CHudicenue u ommeHy onuoUoH020 AHANbeeMUKA He0OX00UMO
CONPOBONCOAMD OUEHKOIL BbIPANCCHHOCMU CUHOPOMA OMMe-
HblL RO CREYUanbHOl wKane.

* [Ipu nepeao3upoBKe OIIMOUIHBIX AHATBIETUKOB pe-
KOMEH/IyeTcsl BBe/IeHUe HaJloKcoHa [1].

YpoBens yOenutenbHOCTH peKomeHmammii B (ypoBeHb
JIOCTOBEPHOCTH J10Ka3aTeJIbCTB — 2).

Kommentapun. [lepedozuposka onuouduvix aunatvee-
mukoe y demeti moxcem Obimb 00ycA064eHA OWUOKOU NpU
pacueme nepeoHA4ANbHOU 003bl, 8CAeICMEUE HENPABUNbHO-
20 nepecuema 003bl NPU CMeHe 00H020 ONUOUOA HA OpYyeoll,
a makice npu ouUO0UHOM NPUMEHEHUU NPOAOHUPOBAHHOU
opmbr emecmo Gopmovl ¢ HeMEONCHHbIM 8blC80O0ICOCHUEM
(Kopomko2o, bbicmpoeo delicmeus).

Cneyuguueckum aHmMacoHUCMOM ONUOUOHBIX AHANbee-
MUKO08 645eMCsl HAN0KCOH, KOMOPbLI MOMCem 8600UMbCA He
MOAbKO npu nepedo3uposKe, Ho U 051 yMeHbUeHUsI NOOOUHbBIX
ahghekmos onuoudos (Huuem He Kynupyemviii CUAbHYLU 3)0,
CUNbHASL PBOMA, COMHONEHMHOCMb U 0p.) (maoba. 2).

Ilpumenenue HaN0KCOHA MOJICEM NOBAEHb CUHOPOM OM-
menvl. IIpu ymepennotll nepedosupogke onuouOH020 AHANb-
2emuKa HAAOKCOH 6600sm Ha (hoHe noddepiicusarouleli
BeHMUAAYUU NeeKUX, HauuHas ¢ | mKke/ke ¢ nocaedyrouum
HnOCMmeneHHbIM  yeeauvenuem 003bl, Hanpumep, Kaxicovle
3 mun, 0o docmuxncenus Heobxodumou. Ilocae smoeo 0na
noddepicanusi co3HaHusi 00 NpeKpaujerus oeticmeust uz0bi-
MO4HOU 0036l ONUOUOHO20 AHANbCEMUKA MOdCem nompedo-
8amubCsl UHQY3UsL HU3KOU 0036l HANOKCOHA NPU MUAMENbHOM
MOHUMOpUHEe.

Y demeil, noayuarowux pecyasiproe aeuenue onuoudamu
8 c8s3U ¢ 0604610, Uy demell ¢ NPUBbIKAHUEM K HUM, HANO0K -
COH caedyem NPpUMeHsIMb 0CIMOPOICHO, 4mMoOblL He 8bI36AMb
80300H061€HUSL pe3KOll 00U uau cuHOpoma ommerul. J103bl
HAN0KCOHA, HeobX00uMble 0451 YCMpaHeHus nepedo3uposKu
onuouda, y makux nayueHmos Huice, uem 003vl, 00bIUHO
npumeHsIOuUecs Npu ONUOUOHOU UHMOKCUKAUUU U nepe-
dosuposke y demeil, He NOAYHABUIUX ONUOUOHbIE AHANbee-
muku.

* 7151 mpoUIAaKTUKH 3aII0pa PEKOMEHIYETCS IIPUEM
CITa0MTETBHBIX CPEACTB C IMEPBOTO THS Ha3HAYCHMS O -
OUJIHBIX aHaIbreTukos [1, 3, 9, 10].
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Tabmuua 2. [Toxazanus u pexcum 003Uposanus HaN0KCOHA

Table 2. Indications and dosage regimen of naloxone

TEMATOJIOTMM u OHKOJIOT MU

Y nauuenmos, HE noayuasuiux onuouonvle anaibeemuxu 0aumenisHo

PazoBast no3a 10 MKr/Kr

Ecnu Het oTBeTa, ciemayer
TOBTOPUTD B J103€

Kaxnpie 2—3 MUH, oka
peGeHOK He HAUHET IbIIIAaTh
CaMOCTOSTEIbHO U IEpKaTh

HOPMAaJIbHYIO CaTypaluio

Onuoua-uHIAYIMPOBaHHAsE KOMa
M artHOd

Onuoua-uHIAYIUPOBaHHAS KOMa

B 3aBucumoctu ot adexra
M aItHOd

y nauuenmos, noay4aeulux OnuUoUOHbIE AHANb2EIMUKU OAUMEALHO

TToBTOPSITH Kaxable
3 MUH, 1TOKa peOGeHOK He Hau-
HET JbIIIATh CAMOCTOSITENIbHO
U IepKaTh HOPMAIbHYIO
caryparuio

Onuoua-uHIAYIUPOBaHHASI KOMa
M artHOd

Ipu nexynupyemoix msceavix no604uHvIx I¢hdexmax Haiokcona

OnuaTHbIN 3y1, pBOTA, TSIXKENast
coMHoJieHIws. [1py yMepeHHBIX

M CUJIBHBIX TOOOYHBIX 3 heKTax CytouHast uHpy3ust

BHyTpuBeHHO
yIp > 100 MKT/KT (n03a criaceHus, MaKCUMallb-
MOJIKOXHO
" Has J103a)
CTPYIHO
Ecnu Het oTBeTa, clienyeT MepecMOTpeTh
MPUYKHY alTHOD Y KOMBI
BuyTtpuBeHHO
YIp i 5—20 MKr/KT/4
J103y TUTPOBATh
Hanokcon
BHyTpuBeHHoO,
MOAKOXHO PazoBast no3a 1 MKr/Kr
CTPYHO
BHyTpuBeHHO
yIp ) 0,5—1 MKr/Kr/4
J103y TUTPOBATh

OIMATOB — 3aMeHa Ha Ipyroi
onuar

VYpoBeHb yOemMTeabHOCTH peKoMeHmammii B (ypoBeHb
JIOCTOBEPHOCTH JTOKA3aTEIBCTB — 2).

3.4. Hcnonb30BaHne aabIOBAHTHBIX 00€300JMBAIOIINX
npenaparos

+ HasnaueHne aHTHUIEIIPECCAHTOB, MPOTUBOCYIO-
POXHBIX TIpeIIapaToB, KeTaMUHA M MECTHBIX aHECTETUKOB
pEeKOMEeHIyeTCs TIPU HelpoItaTuiecKoii 6o, bakimodeH
1 OeH30AMa3eNHbl — MPU MBIIIEYHOM cra3me [1, 5-9,
11, 12].

VYpoBenb yoeaureapHocTH peKomeHmamuii C (YypoBeHb
JIOCTOBEPHOCTH JTOKA3aTEIbCTB — 4).

Kommentapuu. [lpu nasuuuu Heilponamuueckozo xa-
pakmepa unu KOMHoHeHma 604U adsro6aHmMHble NPenapamol
(6cnomoeamenvHble cpedcmea) HA3HA4AOM 8 O0NOAHEHUe
K ananveemukam. Jlo3vl a0sH08aAHMHBIX NPENAPamMo8 yKkasa-
Hbl 6 maba. 3.

* [IITOKOKOPTUKOMIEI PEKOMEHIYIOTCS TIPU TIEPUTYMO-
palbHOM OTeKe, BHYTPUUICPEITHOM TUTIEPTEH3UN ITPU OITyXO-
nax ITHC, neiiponatudeckoii 001M MpU CIaBIEHUW CITMH-
HOTO MO3ra Wi nepudeprdeckux HepBoB [1, 59, 11, 12].

VYposenb yoemaureapHocTH pekomeHmamuii C (YypoBeHb
JIOCTOBEPHOCTHU JOKA3aTEIbCTB — 4).

3.5. inBa3uBHBIE METOIbI AHAJIbI€3UH,/AHECTE3UN

* B ciyyae ecim cucTeMHOe BBEICHUE aHAJTbICTUKOB
U aTbIOBAaHTHBIX aHAJIBICTUKOB He 00eCcIieYnBaeT XeJae-
MBI YPOBEHb 00€300IMBaHMSI, PEKOMEHIYETCSI PacCMO-

TpeTh TMPUMEHEHWE WHBA3MBHBIX METOIOB aHECTE3WH/
aHaJIbTe3UN IUTSl YCTPAHEHUs CUJIBbHOM HOIMIENTUBHOMN
U Helpomatuyeckoir Ooiaud y JeTed U MOAPOCTKOB
[1,9, 10, 14].

YpoBeHb yOeauTeabHOCTH peKoMeHmammii B (ypoBeHB
JMOCTOBEPHOCTH TOKA3aTECIBCTB — 3).

Kommenrtapun. Hheasuenvie (unmepeeHyuonnble) Me-
MoObL aHaNbee3 U,/ aHecmesull UCNOAb3YIom 045 AeveHus 60-
16020 CUHOPOMA KAK CAMOCMOSMEAbHO, MAK U 6 coYema-
Huu ¢ dpyeumu cnocobamu aevenus 6oau. Jns nposedenus
00€3001UBAHUS PACNBOP MECHHO020 AHECMEeMUKAa G6005m
6 001acmb HEPEHBIX CMB0A08, CAeMeHUN, FINUOYPANbHO UAU
cybapaxnoudanvro. HHo20a ucnoas3yrom abasyuio mapeem-
HbIX HeBPANbHbIX CIMPYKMYD, MeOUKAMEHMO3HbII Heapoau3,
UMAAGHMAUUIO HACOCO8 (045 3NUOYPANbHO20 UAU CYOapax-
HOUOANbHO20 868€0eHUS) UAU INCKMPOCIMUMYASIUUF.

Jemsm u noopocmkam nposedenue UHEA3UBHBIX NPOYe-
dyp u nodbop amecmesuu/anarvee3uu ciedyem nposooums
8 YCA0BUSX CMAYUOHAPA 6 NPOUeOypHOM Kabuueme uau
acenmu4eckom onepayuoHHOM 3ae.

* PexomeHmyeTcs: KOHCYIbTAIMs aHeCTe3uoJiora-pe-
aHMMAaToJIoTa JIJIsl pellieHUsI BOIIpoca 00 MCITOIb30BaHUHT
WHBA3WBHBIX METONIOB aHAJIbIe31H1,/aHeCTe3UH, eCIU CU-
CTEeMHOE BBEJICHUE aHAJIBI€TUKOB M aTbIOBAHTHBIX aHAJTb-
TETUKOB HEA(MOEKTUBHO WJIM HEAOCTATOYHO JJIST KYITUPO-
BaHMs cUIbHOM 6o [1, 9, 10, 14].
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Tab6muua 3. /[o3vr adsiosanmubix NPenapamos npu HAAUMULU Heliponamu4ecKo2o KOMnoHeHma 60au 'y demeil

Table 3. Doses of adjuvant drugs in the presence of a neuropathic component of pain in children

Kap6amaszenun Yepes pot 2,5 Mr/kr 20 mr/kr Kaxnabie 8—12 4
ITo cxeme:
Bospact 2—12 et — aHu 1—3 — o 10 mr/kr 1 p/n;
10 mMr/xT sl 1HY 4—6 — 110 10 Mr/Kr 2 p/ni;
Th6anesmm Yepes por neHb 7 v ganee — o 10 mr/kr 3 p/n
Bospacrt Juu 1-3 — o 300 mr 1 p/n;
crapuie 12 ger — 900 mr 1HYU 4—6 — 1o 300 mr 2 p/i;
300 mr neHb 7 v naee — 1o 300 mr 3 p/n
Bospact o 12 netr —
005 e 25 mMr Kaxmpie 24 u
AMMTPUNTHINH Yepes pot Boapacr
crapiue 12 jer — 75 mr Kaxnpie 12—24 4
1 mr/xT

YpoBens yOenutesnbHOCTH peKomeHnmammii B (ypoBeHb
JIOCTOBEPHOCTH JI0KA3aTeIbCTB — 3).

Kommenrapun. Hueasusnvimu memodamu avecmesuu,/
aanvee3uu 61ader0m, KaKk npasu0, AHeCme3uoaoeu, 4acmo
Xupypeu u mpasmamonozu. Yuacmkoswlii heouamp, noau-
KAUHUYECKUL OHKO0A02, AeHaujull pay Mo2ym o0pamumocs
3a KOHcyabmayuei Aaubo 8 CHeyuarbHyro cayxcoy, 3aHUMaro-
wyrocs obesboausanuem, ecau maKas ecms  peeuone, Aubo
8 CMayuoHap, pacnoaazaowull omoeaeHuem Ul cayucooi
AHeCme3u0N0UU-PeaHUMamonocull, U NoAY4UmMs OONOAHU-
MeAbHYI0 UHGOPMAYUIO 0 BO3MOJICHBIX UHBA3UBHBIX NPOUEY-
Dpax u nopsioke peuieHust OpeaHu3ayUOHHbIX 60NPOCOE.

4. Peabmmranus

Kpome nepeuucnentvix memodos mepanuu 601u 6cem 60AbHbIM
U UX OAUBKUM HE0OXOO0UMO OKA3bIBAMb NCUXOA0UMECKYIO NOMOUDb
u noddepoicky. Tpagunsho 6bicmpoeHHAs KOMMYHUKAMUGHAS Pa-
boma ¢ nayueHmami 3Ha4UMeNbHO YAYHUIAem NCUX0N0eUMECKULL
cmamyc 001bHO20, HUBEAUPYen MPEBONCHOCHb,  YMeHbUIaem
CMpaxu U cnoco6cmayem CHUNICEHUIO UHMEHCUBHOCIU 00N

Ta6muna 4. Kpumepuu ouenxu kawecmea
Table 4. Quality assessment criteria

Kpurepun ouenku kauectsa (Tatdi. 4).

IIpunoxenue A2. Memodoaoeus paspabomku KauHu4e-
CKUX peKomeHOauui

B xiimHMYecKux peKkoMeHAalusIX TpUBeIeHbI TpaBuia
¢apmakoTepanuu 60IEBOTO CMHAPOMA y JAETel C OHKOJIO-
TUYECKMU Y HEOHKOJIOTUYECKMMU 3a00JIEBAHUSIMU TIPU
OKa3aHWY NMaJUTMaTUBHOM MEIUILIMHCKOM TMTOMOILIU C YYETOM
0COOEHHOCTEN TIEPeYHs OMMOUIHBIX AHAJTBIETUKOB, 3ape-
TUCTpUPOBaHHBIX B Poccuu. B cooTBeTCTBMM € peKOMEH 1a-
musimu BO3 u EBporrelickoit accolmaniy NaTiaTUBHOMN
MEIULIMHBI OCHOBHBIM METOAOM KOHTPOJISI O0JIEBOTO CUH-
JpoMa y ieTeii sSIBJisieTcsl hapMaKoTeparnust, 0a3upyroIasicst
Ha WCIOJb30BaHNN HEMHBA3MBHBIX (DOPM HEOIMOMITHBIX
¥ OITMOVMIHBIX aHAJIBIeTUKOB. OHa MpUMEHSIEeTCS B aMOyJ1a-
TOPHBIX U CTAIMOHAPHBIX YCIOBUSX HE3aBUCUMO OT 3a00-
JieBaHUsI U ero cTaauu. [ToHOLeHHBI KOHTPOJIb 00711 1071~
JKEH OCYILECTBIISITECS Ha BCEX dTarlax JIeYeHUs MalueHTa,
B TOM YMCJI€ TTPU OKA3aHUU MaAJJIMaTUBHOU MEAULIMHCKOMN
TIOMOIIH.

BeinosnHeHa 1 oTpaxeHa B MEAULIMHCKON JOKYMEHTAIMU AMHAMUYECKas OLleHKa
WHTEHCUBHOCTH 0OJIEBOTO CHHIPOMA TIO IITKAJIAM OIIEHKH OOJTH (B YCIIOBUSIX CTAIIMOHA- 2 ©
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pa — €XCIHCBHO, B aM6yJ'IaT0pHBIX YCIOBUAX — IMPU KaXIOM HOCCH.ICHI/II/I)

2 Ha3zHnaueHo perynsipHoe BBeieHHe 00€300JMBaIOILETO Mpernapara yepes onpee-
JIEHHBIE MHTEPBAJIbl BDEMEHU C YYETOM €ro nepuoa moayBbiBeneHUus U 3 dekTa 2 B
JIECTBUS NIPEALLIECTBYIOLIEN 103bI

3 O06e360/MBaloOLIMe Mpenaparhl 1 PeryJsipHOro MpreMa Ha3HaueHbl B HEMHBA3UB- 2 B
HbIX (hopmax

4 Ha3zHaueHbI c1abuTeNIbHbIE CPeICTBA Ha (DOHE TTprueMa ONMOUIHBIX aHAIBIEeTUKOB 2 B
C y4€TOM MPOTUBOITOKA3aHUIA

5 Ha3HaueHbl aHTUBMETUYCCKIE IpernapaTsl IIPYU BOSHUKHOBEHWU TOLIHOTBI 1 PBOTHI % B
Ha ¢)0He npuemMa OIMMONIAHBIX aHAJIBI€TUKOB
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KnuHnueckue pekoMmeHmanuu pa3paboTaHbl coTiac-
HO «TpeboBaHUSIM K OGOPMICHUIO KIMHUYECKUX pe-
KOMEeHIanuii 1ig pasmelneHus B Pyopukatope» u «Pe-
KOMEHIAIMsAM 10 pPa3paboTKe aJrOPUTMOB JEWCTBUS
Bpaua (0JOK-CXeM)», KOTOpBIC TPEICTaBICHBI B MMMCHME
TePBOT0 3aMECTUTENISI MUHUCTPA 3apaBooxpaHeHust Poc-
cuiickoit Menepanuu ot 01.09.2016 Ne 17-4/10/1-4939,
a TakKe JEeUCTBYIOIINM HOPMATUBHBEIM M METOIMYCCKUAM
JoKyMeHTaM: nucbMo MuH3apasa Poccun ot 28.05.2015
Ne 17-9/10/2-2519 1o Boripocy opraHM3aluv MEIUIINH-
CKOWl TIOMOIIM TAallMeHTaM TaUIMaTUBHOTO TMPOMuI,
npuka3 Munsnpasa Poccuu ot 20.06.2013 Ne 388H (pen.
or 05.05.2016) «O6 yrBepxaeHuu Ilopsimka oKazaHMS
CKOPOW, B TOM YMCJIE CKOPOU CITELIMAIM3UPOBAHHOM, Me-
IUIIMHCKOM TOMOINW», TpruKa3 MwuH3apaBa Poccum ot
20.12.2012 Ne 11751 (pen. ot 21.04.2016) «O6 yTBepxKe-
HUU TIOPSIIKAa Ha3HAYCHMS W BBIITMCHIBAHUSI JICKApCTBEH-
HBIX TIpETIapaToB, a Takke (popM perenTypHBIX OJaHKOB
Ha JIEKapCTBEHHBIE TIPEIapaThl, MOpsAKa O(hOpMICHUS
YKa3aHHBIX OJJAHKOB, X YIeTa U XpaHCHUS».

[Tpu TTOATOTOBKE KIMHUYCCKUX PEKOMEHIAINIA TIPH-
MEHSTach COBPEMEHHAsl PEUTUHTOBAasT OIlEHKA CHJIBI
nokaszaresqbcTB 1o cucremMe GRADE. JlokazaTenbHol
0aszoii g peKOMeHJalMii cTaau Takxke MyOauKaluu,
Bowueaire B KoxpaHoBcKyto OMOIMOTEKY, 0a3bl JaHHBIX
EMBASE u MEDLINE. IiybuHa moucka cocTaBWiIa
15 net. JIns1 oLIeHKY KayecTBa M CUJIbI JI0KA3aTEJIbCTB MC-
TTOJTh30BaJIach TaOJIMIIA YPOBHEM JOKA3aTeIbHOCTH (Ta0I. 5).
IMpu bopmynpoBaHUM pPeKOMEHIAIINI WCITOTh30BAJICS
KOHCEHCYC 3KCIepToB. [1pu N3110KeHNN TEKCTa pEKOMEH-
AU IPUBOASTCS YPOBHU JoKa3aTenbHOCTH (1, 2, 3, 4),

TEMATOJIOTMM u OHKOJIOT MU

BBIIEJICHHBIE KYPCUBOM U XXUPHBIM IIPUDTOM, KPUTEPUU
KOTOPBIX yKa3aHbl B Ta0JI. 5, a TAKXKe YPOBHU PEKOMEH-
nauuii (A, B, C, D; ctporue/necrporue). Mx narepripe-
Talus MalMeHTaMU, KJIMHULIMCTAMU U OPraHU3aTOpaMu
3MPaBOOXpAaHEHHUSI MTPeCTaBleHa B Ta0I. 6.

MeTtoauku Mo OUEHKE MHTEHCUBHOCTH 00U, Mpead-
CTaBJICHHbIE B PEKOMEHIALINSX, OOOCHOBAHBI TaHHBIMU
CUCTEeMaTUYEeCKUX 0030poB [lequatpuyeckoit WHUILIMU-
aTHUBBI IO METOJAM, U3MEPEHUIO U OLIEHKe 00U B KJIU-
Huveckux uccienoanusx (Ped-IMMPACT) u PaGoueit
TpYIIbI MO olieHKe 6oy O01IecTBa AETCKOM MCUXOJOTUMN
(SPP-ATF).

IeneBas aymuTopus JAHHBIX KIMHMYECKUX PEKOMEHIAIMI

OpraHu3atopbl 3ApaBOOXPAHEHUsI, BpauM-CIIeIInaIn-
CTHI (CTITeIMaTbHOCTEH «JICUeOHOE ACIIO» U «IICAUATPUS» ),
Bpa4u OOIIel MPaKTUKKW; Bpauu, OKa3bIBAIOIINE MalTa-
TUBHYIO METUIIMTHCKYIO TIOMOIIb; CPEAHUN METUTTTHCKUIA
rnepcoHan (MEIVIIMHCKNUE CECTPhI, (PesIbaIIephl, aKyIe-
pbI), TTpodhecCOopPCKO-TIPEIOIaBaTEIbCKUI COCTaB MEIM-
IIMHCKUX BY30B M KOJUIEIDKEU, CTYIEHTHI MEIUIIMHCKUX
BY30B M KOJUIE/IKEl; HeTIPEePhIBHOE METUIIMHCKOE 00pa-
30BaHue (MTOCTAUIJIOMHOE OOpa30BaHUE): OPAUHATOPHI,
WHTEPHBI, aCTTUPAHTHI; TSI TOTTOJTHUTEIBHOTO MEIUIINH -
CKOTO 00pa30BaHUs, CEPTU(PUKAIITMOHHBIX KypCOB, TeMa-
TUYECKOTO YCOBEPIIEHCTBOBAHMSI.

ITopsAanok oOHOBJIEHHS KIMHHYECKMX PEeKOMEeHIAIMIA
1 pa3 B 3 roga

KimHuyeckne pekoMeHaalMu OyayT OOHOBJISATHCS
TaKUM 00pa3oM, UTOObI yUeCThb BCE TMOSIBJISIIOIINECS BaXK-

Tabmuna 5. Knaccugurayus yposneii doxazamenvhocmu (om Haubosee HAOCHCHBIX K HaUMeHee HAOeHCHbIM,)

Table 5. Classification of levels of evidence (from the most reliable to the least reliable)

1 HpOCHGKTI/IBHbIC PAHIOMU3UPOBAHHBIC KOHTPOJIMPYEMBIC UCCIICIOBAHMSI.
HOCTaTO‘{HOC KOJMYECTBO UCCIEI0BAHUI C JOCTATOYHOU MOLIHOCTBIO, C ydyactuem 0OJIBIIIOTrO YKcIa MAlMeHTOB U oJryue-

HUEM GOJIBLIOTO KOJIMYECTBA TaHHBIX.
KpyrHbie MeTaaHaIU3bI.

Kak MHWHUMYM OIHO XOPOILIO OPraHM30BaHHOC PaAaHIOMU3NPOBAHHOC KOHTPOJINPYEMOE NUCCICAOBAHUCE.

PCHpCSCHTaTI/IBHaH BLI60pKa NaluEeHTOB

2 HpOCHGKTI/IBHbIC, C paHAOMU3ALUEN WU 663, UCCIIEA0OBAHUSA C OTPAHUYCHHBIM KOJIMYECTBOM JaHHBIX.
Heckonbko uccienoBaHmii ¢ HEOOJbLIMM YUCIOM MALlMEHTOB.
XOpOIHO OpPraHn30BaHHOEC IMMPOCIIEKTUBHOE NCCIEA0OBAHUE KOTOPThI.
MeraaHanu3bl OIrpaHUYCHbI, HO MPOBEACHBI HAa XOPOILIEM YPOBHE.
Pe3yJ'[I)TaTI)I HEMPE3EHTATUBHBI B OTHOLICHUY LIEJIEBOM TTOMYJISLIAU.
XOpO].LIO OpraHM30BaHHBIC UCCTICIOBAHUA «cnyqaﬁ—](omponb»

3 HCpaHI[OMI/IBI/IpOBaHHLIG KOHTPOJIMPYEMBIC UCCIICJOBAHMA.

HccrenoBaHus ¢ HEAOCTaTOYHBIM KOHTPOJIEM.

PaH,I[OMI/I3I/IpOBaHHI)IC KIIMHUYECKUE UCCIICN0OBaHMA C KAK MUHUMYM 1 3HAYUTETHLHOM MJTN KaK MHWHUMYM 3 He3HAYUTEIbHBI-

MU METOJIO0JOTUYECKMMHU OIIMOKaAMU.

PeTpOCl‘IeKTI/IBHI)IC WA HAaOJIoAaTeIbHbIE UCCIIEIOBAHMS.

Cepusi KITMHAYECKUX HAOIIOACHUI.

npOTI/IBOpe‘H/IBI)IC JaHHBIC, HE MO3BOJIAIOIINE C(I)OpMI/IpOBaTL OKOHYATEJIbHYIO pEKOMEHIALINIO

4 MHeHue sKcrniepTa/IaHHbIe U3 OTYETa KCIEPTHON KOMUCCUU, SKCIIEPUMEHTAIbHO MOATBEPXKICHHbIE U TEOPETUUECKU

000CHOBaHHbIE
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Tabmmua 6. Yposru y6edumenvrhocmu pekomenoayuii

Table 6. Levels of credibility recommendations

FTEMATOJIOTMN u OHKOJIOT MU

A PexomeHaims ocHoBaHa Ha BBICOKOM YPOBHE 10Ka3aTCJIbHOCTH (KaK MUHUMYM 1 y6€Z[I/ITC.TII)HaH l'ly6J'II/IKaLH/I$[ TIEPBOTO
YPOBHs 10Ka3aTCJIbHOCTHU, MMOKa3bIBAIOIIAA 3HAYUTCIbHOC IIPEBOCXOACTBO IMOJIb3bI HAX pI/ICKOM)

B PekoMeHaIsi OCHOBaHA Ha CPeTHEM YPOBHE 0KA3aTeIbHOCTH (KaK MUHUMYM | y6enuTebHast yOIMKaLst BTOPOrO YPOB-
Hsl 10KA3aTeIbHOCTH, OKA3bIBAIOLIAs 3HAYMTEILHOE IIPEBOCXOACTBO IOJIb3bI Ha/l PUCKOM)

C PexoMeHalmsi ocHOBaHa Ha CJIabOM ypPOBHE T0KA3aTeIbHOCTH (HO KaK MUHUMYM | yOenuTesbHast IyOInKaILMsi TPEThETO
YPOBHSI IOKA3aTeIbHOCTH, TIOKA3bIBAIOIIAst 3HAYUTEILHOE TIPEBOCXOICTBO MOJIb3bI HA/l PUCKOM, WU

HET y6eI[I/ITCJ'[I>HI>IX JIAaHHBIX HU O ITOJIB3€C, HU O pI/ICKC)

D OTCyTCTBI/Ie YGCIII/ITEIILHBIX Hy6JII/IKaL[I/Iﬁ IIEPBOT0, BTOPOIo UK TPETHETO YPOBHA NOKA3aTEIbHOCTU, ITOKA3bIBAIOIINX 3HA-
YUTECJIbHOE IMPEBOCXOACTBO I10JIb3bI HAJl pPUCKOM, 160 y6CI[I/ITCJII>HI)I€ Hy6J'[I/IKaI.II/II/I TIEPBOro, BTOPOIro Uin TPETbETo YPOBHA
I0KA3aTeJIbHOCTU, TTOKA3BIBAIOIIME 3HAYUTEITBHOE MPEBOCXOICTBO PUCKA HAJl MOJIb30M

HbIe peKOMEHIAalUM B IEYEHUU XpoHUUYecKoit 6omu. ITna-
HOBBI CPOK OOHOBJIEHUSI PEKOMEHIALMii yepe3 3 roaa
rnocjie MX YTBEPXKIEHHUS. YUUTHIBAsSI MaJOUYMCIEHHOCTh
HCCIIeI0BaHUi, 0COOEHHO OT€UECTBEHHbIX, B 00J1aCTH Jie-
YEeHUST XPOHUYECKOI 001 y MallMeHTOB MaJJIMaTUBHOTO
npoduis, a TaKKe OTCYTCTBUE B HACTOsIIIEe BpeMs psiaa
HEOOXOAUMBIX ONMMOMIHBIX aHAJIbIE€TUKOB B Pa3IMUYHbBIX
dopmax, oOOHOBJIEHNE peKOMEH a1 B 00beMe IepecMo-
Tpa YacTU UX WIM JTOKYMEHTa B LIeJIOM BO3MOXKHO B OoJiee
KOpOTKHUE (paHHUE) CPOKU B CiIyvyae OIyOJMKOBaHUSI HO-
BBIX Ba>KHBIX (DAKTOB.

IIpunoxenne A3. Cea3anHbie 0OKYyMeHMbL

JlaHHbIe KIMHUYECKHE PeKOMEHIAIlMK pa3paboTaHbl
C YYETOM CJICIYIONINX HOPMATUBHO-ITPABOBBIX TOKYMEH-
TOB:

1. ®enepanbhblil 3akoH oT 21 HOsTOpst 2011 1. Ne 323-P3
«O0 ocHOBax oXxpaHbl 300POBbs I'paxaaH B Poccuiickoii
Denepannm».

2. ®enepanbHblii 3akoH Poccuiickoir Denepanuu ot
08 stBapst 1998 1. Ne 3-D3 «O HapKOTUIECKUX CPENICTBAX
M TICUXOTPOITHBIX BEIIECTBAX».

3. @enepanbHbIil 3aKoH OT 31 nekadpst 2014 . Ne 501-
®3 «O BHeceHun uaMeHeHuit B DenepaibHbIN 3aKOH
«O HapKOTUYECKMX CPEICTBAaX M TCUXOTPOITHBIX Bellle-
CTBax».

4. Tlopsimok oKa3aHWS TaJJIMaTUBHOM MEIUIIMH-
CKOI TIOMOIIM JETSIM, YTBEPXKIEHHBIM IMpUKazoM Mu-
HUCTepCTBa 3apaBooxpaHeHus Poccuiickoit Meneparmn
ot 14 anpenst 2015 . Ne 193H.

5. Topsimok Ha3zHaYeHWs] W BBIMUCHIBAHUS JieKap-
CTBEHHBIX TMpeIapaToB, a Takxke (HOPM PpeleNnTypHBIX
0JIaHKOB Ha JIEKapCTBEHHBIE TMperapaThbl, IOPSIOK
odopMIIeHUsT YKa3aHHBIX OJJaHKOB, MX y4eTa M XpaHe-
HUSI, YTBEPXKIECHHBIN TTpUKa3oM MMHUCTEPCTBA 3PaBO-
oxpaHeHust Poccuiickoit @enepatnu ot 30 nioHs 2015 .
Ne 386H «O BHeceHMU U3MEHEHUI B TIpUIokeHUs K [Tpu-
Kazy MuHucTepcTBa 3npaBooxpaHeHust Poccuiickoit de-
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nepauy oT 20 mekadpst 2012 . Ne 11758».

6. [TopsimoK Ha3HAYEHMST ¥ BBITTUChIBAHKS JIEKAPCTBEH-
HBIX TIpenaparoB, a Takxke (GopM perenTypHbIX 0JJaHKOB
Ha JIEKapCTBEHHBIE MperapaThl, MOpsaKa ohOpMICHUS
yKa3aHHBIX OJJaHKOB, MX y4eTa M XpaHEeHUSs, YTBEPKICH-
HBII MpUKa3oM MUHKCTEpPCTBa 31paBooxpaHeHust Poc-
cuiickoit @eneparnu ot 20 nekadpst 2012 . Ne 1175h.

7. @enepanbhblii 3akoH oT 12 ampenst 2010 . Ne 61-D3
«0O06 obpalieHUH JIEKapCTBEHHBIX CPECTB».

8. Pacnopstxenue IlpaBurenscta PO or 28.12.2016
Ne 2885-p «O06 yTBep:KIeHUU TIepeyHs XXKU3HEHHO HEeo0-
XOIMMBIX Y BaXKHEHIIINX JIEKapCTBEHHBIX IperapaToB Ha
2017 rom».

9. Jost L., Roila E, ESMO Guidelines Working Group.
Management of cancer pain: ESMO Clinical Practice
Guidelines. Ann Oncol 2010;21(Suppl 5):v257—60. doi:
10.1093/annonc/mdq224.

10. Caraceni A., Hanks G., Kaasa S. et al. Use of opioid
analgesics in the treatment of cancer pain: evidence-
based recommendations from the EAPC. Lancet Oncol
2012;13(2):e58—68. doi: 10.1016/S1470-2045(12)
70040-2.

11. National Institute for Health and Clinical
Effectiveness (NICE). Guide to the Methods of Technology
Appraisal [reference Ne 0515] (2004). OnmmonoHBIE TIperTa-
paThl B MaJyIMaTUBHOM Teparnuwu. http://www.dft.gov.uk/
dvla/medical/ataglance.aspx.

12. Swarm R., Abernethy A.P., Anghelescu D.L. et al.
Adult cancer pain: Clinical practice guidelines in oncology.
J Natl Compr Canc Netw 2010;8(9):1046—86.

13. TlepeyeHb OCHOBHBIX JIEKAPCTB, HCIOJb3YEMbIX
B NAJJIMATUBHOM MeIMITMHE, pa3MelleH Ha caiite Mexmy-
HapoJHOM accolMalliy XOCTTMCOB U CYK0 MaJTUaTUBHOMN
oMol www.hospicecare.com/resources/emedicine.

14. PyKOBOJCTBO IO UCITOJIb30BAHUIO JIEKAPCTBEHHBIX
MperapaToB 1 aJITePHATUBHBIX CPEICTB B IMaJUTMATUBHOMN
MeaulmHe — www.palliativedrugs.com.

15. «JlecTHuUIIa 00e3001MBaHUS» BO3 —
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http://www.who.int/cancer/palliative/painladder/en.

IMpunoxenue I'S. Dapmakonroeuveckue npoguau nau-
Oonee 4Acmo UCHOAB3YEMbIX ONUOUOHBIX AHANbEMUKOB
y demeli

1. Mopdun

ATX-kom: N02AAO1

Dopmbl BHINTYCKA:

* pacTBOp IS TIpUeMa BHYTPh (HE 3apeTUCTPUPOBaH
B POD);

* TabJIETKA KOPOTKOTO (OBICTPOro) AecTBUS (He 3a-
peructpupoBaH B PD);

* TabeTK1 MOp(UHA MTPOJIOHTMPOBAHHOTO BHICBOOO-
KIeHUST (IUTUTETbHOTO JEHCTBUS) — 3apeTUCTPUPOBAHBI
B P® g meteii B Bo3pacTe ¢ 7 jeT B go3ax 0,2—0,8 Mr/kr
Ha npueM (corjacHo pekoMeHaauusM BO3 2012 . moryT
HCIIOJIb30BaThCS C 2-JIeTHEro Bo3pacTta [15]).

* KaricyJibl ¢ TpaHyiamMu MopduHa (TTpOJIOHTUPOBAH-
HOTO BBICBOOOXICHUS, IJISI CMEIIIMBAHUS C BOAOI) — 3a-
peructpupoBaHbl B PO msa neteit ¢ Becom 6omee 20 KT
(cornacHo pekomeHaauusiMm BO3 2012 r. MmoryT ucnosib-
30BaThCs € 2-JI€THEro Bo3pacra [15]).

* pacTBOp IJIs MHBEKINIT MOpdUHA B aMITyJ1ax (3ape-
ructpupoBaH B PD 11 maimeHToB 1eTCKOTO BO3pacTa oT
0 mo 18 ner).

ITpoTUBONMOKA3aHUS: TUTIEPUIYBCTBUTEILHOCTh K aro-
HUCTaM OMMUOUIOB WJIN JTI0OOMY KOMITOHEHTY TIperapara;
OCTpOE YTHEeTEHME IbIXaHUsI; 000CTpeHre OPOHXMNATHLHOMN
aCTMBI; TTape3 KUIIIeYHUKA; OJJHOBPEMEHHBIN TIPUEM WU
nepuoa A0 14 cyT ¢ OKOHYaHUSI MpUEMa WHTMOUTOPOB
MOHOAaMWHOKCH/IA3bl; TOBBIIIEHUE BHYTPUUEPEITHOTO
JaBJIeHUS U (WIM) YepernHO-MOo3roBasi TpaBMa 0e3 00e-
CIIeYeHUsI KOHTPOJIMPYEeMO BEHTUJISIIIUY JIETKUX; KOMa.

C 0CTOpPOKHOCTBIO: HApYIIEHNE JbIXaHWsI; HE JOITycKa-
eTcst OBICTPOE BBEIEHUE, TaK KAK OHO MOXET BBI3BATH PU-
TWHOCTH MBI TPYTHOM KJIETKU Y 3aTPYTHEHUE IbIXaHWST;
Opanvkapnyst; OpoHXWaIbHAsl acTMa; TMIIOTeH3MS, IIOK;
OOCTPYKTMBHBIE WJIM BOCTIAJIUTENIbHBIC 3a00JeBaHUS KU-
1LIEeYHMKA; 3200JIeBaHUSI XKEeTUHBIX ITyTEl; CyTOPOKHbIE pac-
CTpOICTBA; TUTIOTMPEO3; HAATIOYEYHUKOBAST HEIOCTATOU-
HOCTb; He JTOITyCKAEeTCsT pe3Kasi OTMEHa TI0CJIe JUTUTETLHOTO
JICUEHUST; CaXapHbIA T1a0eT; HAPYIIEHUSI CO3HAHUS; OCTPBIIA
TMaHKpeaTuT; MUACTEHUS, HapylleHne (BYHKIIMU TIeUYeHU;
HapyleHue (GyHKITUY MTOYeK; MHTOKCUKAIIMOHHBIH TICUXO03.

Jo3s1. HauanbHas no3a sl TallMeHTOB, paHee He T10-
sygaBiux onuatsl (cm. Ipuaoscenue I'10). anbHeiinee
JIeUeHUe: TI0cJie BBEICHUST HAa4aJIbHOM JO3bI, KaK yKa3aHOo
BBIIIIE, JO3Y HY>KHO OTKOPPEKTUPOBATH 10 3(h(HEKTUBHOTO
YPOBHS (MaKkCUMaJIbHAs 1032 HE OTPAaHNYUBACTCS ).

Otmena mpemapara: Tocjie KpaTKOCPOYHOU Teparnuu
(7—14 cyt) mo3y MoxHO yMeHbInaTh Ha 10—20 % oT wc-
XOTHOM JT03BI KaXIble 8 4, MOCTETIEHHO YBEJIMUUBAS TTPU
5TOM MHTEPBA MEXY BBeIeHUSIMU. [lociie IIMTeTbHOTO
JIeYeHUs JTOIYCKaeTCsl CHUKEHUE T03bl He Dojiee yeM Ha
10—20 % B Henemo.

Hapymenue (yHKnum moyek: jierkoe (CKOpPOCTb KITy-

TEMATOJIOTMM u OHKOJIOT MU

6oukoBoii ¢unsrpanun (CK®) 20—50 mui/MUH Win cy-
TouHbIi KaupeHc KpeatnHuHa (CKK) nmpumepno 150—
300 MxMoiw/m) 1 ymeperHoe (CK® — 10—20 Mir/MUH Un
CKK — 300—700 MKMOJIB/7T) — 103y CHIKAIOT Ha 25 %;
Tsokenoe (CK® < 10 mur/mun wm CKK > 700 MmxMons/) —
J03y CHIKaroT Ha 50 % Wiu mamueHTa epeBOIsIT Ha Ipy-
TOW OTIMOWIHBIN aHAJIBI€TUK, KOTOPBIM B MEHBIIENA CTE-
TeHU BBIBOAMUTCS TOYKaMM ((heHTaHWI); YCWINBACTCS U
npomyieBaeTcs 3(hdeKT; MOBHIIaeTCs HEHPOTOKCUIHOCTb.

Hapymenune ¢yHkiuuu neyeHu: He Ha3HAYaTh WU CHU-
3UTh J03Y, TaK KaK MOXHO BBI3BaTh KOMY.

ITo60ounble 3(hexThi:

* yacThle — TOIIHOTA, PBOTA, 3arop, MperooMopoU-
HOE COCTOSTHUE, COHJIMBOCTb, TOJIOBOKPYKEHUE, CEAIINS,
MOTJIMBOCTD, Aucdopust, atipopusi, CyXoCTh BO PTY, MOTeE-
PpsI anmeTnTa, Cra3M XeTYHBIX ¥ MOYESBBIBOISIIINX ITyTEH,
3yJ, ChIllb, cepaledreHne, Opaaukapaus, opTocTaTuye-
cKast TUTIOTEH3UsI, MUO3;

* HeyacTble — YyTHETeHUE IbIXaHUs (JI0303aBUCUMOE),
TaxuKapaus, cepaleonueHue;

* penKue — CUHIPOM TMIIEPCEeKPEeIIU aHTUANYPETH-
YeCKOTO TOPMOHA, aHA(DWIAKTUIECKUH 10K,

IMpumeyanus:

* MOp(UVH TOIJICKUT MEXIYHAPOTHOMY KOHTPOJIO
cornacHo EnnHo# KOHBEHIIMM 00 OTIMOMIHBIX CPEICTBAX
1961 r;

* Tpemapathl MOp(WHA TPOJOHTUPOBAHHOTO [EHi-
CTBUSI HENb3sl M3MeETbuaTh WM Pa3kKeBBIBATh, PEOCHOK
JIOJIKEH OBITh B COCTOSTHUM TTPOTJIOTUTH 1IEJTyI0 Ta0JIeTKY,
B TIPOTUBHOM cJTy4ae JIydille Ha3HAUYUTh TPaHyJIbl C TPO-
JIOHTMPOBAHHBIM BBICBOOOXKIEHUEM JICHCTBYIOIIETO Be-
mectBa (B PO mpenapar 3aperucTpupoBaH Kak MOpHOUH
B KaricyJsiax, Karcysly MOXHO pacKpbIBaThb U CMEIINBATh
TPaHYJIbI C BOAON);

* TIONKOXHBIE WHBEKIIMM HE JealoT TMalMreHTam
C OTeKaMu;

* TIpU HETPepHIBHOW BHYTPUBEHHOUW WHGY3UU IS
pas6aByieHUs UCTTONB3YIOT 5 % win 10 % pacTBOp TITIOKO-
3pl WK 0,9 % pacTBOp HATPUS XJIOPUIA.

2. ®enTaHna

ATX-kom: NO1AHO1

DopMbI BBINYCKA:

* pacTBOp IJIsT MHBEKIIMHI B aMITyIax (3aperucTpupo-
BaH B P® mis mereii ¢ 0 mo 18 ster);

* TaOJIETKU ISl paccachlBaHUS (3apervMcTPUPOBAHBI
B P® w1 matieHTOB cTapiie 18 fieT, Ho B HACTOsIIIIEe Bpe-
M He TipousBoastcs [15]);

* HAKOXHBIN TUIACTHIPh C MEUIEHHBIM BBICBOOO-
KIEHUEM JIEHCTBYIOIIETO BEIecTBa (3aperucTpUpOBaH
B P® nns manmeHTOB crapiie 18 jiet, MOXeT MCIOIb30-
BaTbCs y NeTeil crapiie 2 JIeT COTacHO PeKOMEHIAIIUSIM
BO3 2012 [15]).

IIpoTuBONOKA3aHUS: TUTIEPUYBCTBUTEILHOCTh K aro-
HUCTaM OMMMOUIOB WJIN JTI0OOMY KOMITOHEHTY TIperiapara;
OCTpO€ YyTHETEHUE IbIXaHUsI; 000CTpeHUe OPOHXUATbHOMI
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e JIETCKOM

aCTMBbI; Mape3 KUIIeYHWKa; OMHOBPEMEHHbBIN MPUEM WU
repuoa 10 14 cyT ¢ OKOHYaHUSI MpreMa UHIMOUTOPOB MO-
HOAMUHOKCHIA3bl; TIOBBIIIICHUE BHYTPUYEPEITHOTO JaB-
JIeHus ¥ (MJI1) YeperTHO-MO3ToBast TpaBMa 0e3 obecrieue-
HHSI KOHTPOJIMPYEMOI BEHTWIISIIIUY JIETKUX; KOMa; CYTKU
JIO Y TIOCJIe OTIepaluu.

C 0CcTOPOKHOCTBIO: HAPYIIICHUE IBIXaH WS ; HE JOITyCKa-
eTcsl OBICTPOE BBEICHKE, TAK KAaK OHO MOKET BbI3BATh PH-
TMIHOCTb MBIIII TPYIHOM KJIETKUA U 3aTPYIHEHHE JIbIXa-
HUSI; OpanuKapans; OpoHXUallbHast acTMa; apTepraibHast
TMIIOTEH3HUSI; IIOK; 0OCTPYKTUBHBIE WJIA BOCTIAIUTEIbHbBIE
3a00JieBaHUs KUIIEUYHHWKA; 3a00JeBaHUST KETUHBIX ITy-
Tel; CYMOPOXHBIC PACCTPOICTBA; TMIIOTUPEO3; HAIIO-
YEUYHHMKOBAsl HETOCTATOYHOCTh; HE JIOIMYCKaeTCs pesKast
OTMEHa TOCJIe ITUTETbHOTO JICUSHUST; CaxapHbIil TuabeT;
HapyIlIeHWs] CO3HAHUST; OCTPBIN MAHKPEaTUT; MUACTECHUSI;
HapylleHre (QYHKIUU TIeYeHW; HapylleHHe QYHKIMU
MOYEK; WHTOKCUKAILIMOHHBINA TICUXO03; TUTACTBIPD: MOBBI-
IIeHUE ChIBOPOTOYHOM KOHIEHTPALIUK MPU TeMIIepaType
Tesa > 40 °C.

HavanbHas mo3a /Ui allMeHTOB, paHee He MoJTyJyaB-
WX ONMMMOWTHEIC aHATBIeTUKY (cm. Ilpusoncenue I'10).

JlanbHeiilee JeyeHue: TIOCTIE BBEICHUS CTapTOBOIA
JI03bI, KaK YKA3aHO BHIIIIE, 03y HYKHO JOBECTU 0 3(-
(bekTMBHOTO YPOBHS (HET OrpaHWYCHUI MO MaKCUMalb-
HoOI4 103¢€).

OTMeHa mpenapara: Tocjie KpaTKOCPOYHOM Teparmuu
(7—14 cyt) mo3y MoxHO yMeHbIIaTh Ha 10—20 % oT wmc-
XOTHOM J03bl KaXJIble 8 U, TOCTENIEHHO YBEIUIMBAs IPU
5TOM WHTEPBaJ MEXIy BBeJAeHUsIMU. [Tociie JUTUTeTbHOTO
JIEYCHHUSI JOITyCKaeTCsl CHIDKEHUE 03Bl He OoJiee YeM Ha
10—20 % B Henemo.

Hapymenue ¢ynkuun nowek: ymepenHoe (CK®D —
10—20 ma/muH nmun CKK — 300—700 MKMOJTB/T) — O3y
cHuxaT Ha 25 %; taxenoe (CK® < 10 miu/MuH uiu
CKK > 700 MKMOJIb/71) — 103y cHIXaoT Ha 50 %.

Hapymenue ¢hyHKIuM neveHu: 103y CHXAIOT.

Ipunoxenue I'9. Paszogsle u makcumansiole cymoutvie 003bl HEORUOUOHbIX

FTEMATOJIOTMN u OHKOJIOT MU

ITo60ounbie 3(hexThi:

* YacThle — TOIITHOTA, PBOTA, 3aIlOpP, CYXOCTh BO PTY,
CITa3M XeJTYHBIX ITyTel, YTHETEHUE IbIXaHUSI, PUTUIHOCTD
MBIIIIII, aITHO?, MUOKJIOHWYECKUE TTIOAePTUBAHMS, Opaau-
Kapausi, apTepyuaibHasi TUTIOTEH3MsI, 00JTb B KUBOTE, T10-
TepsI anmeTuTa, TUCTICTICUsI, U3bSI3BIIEHUE CIIM3UCTON PTa,
HapyIIeHNST BKyCa, pacIIUPEHNE COCYI0B, TPEBOXKHOCTb,
CITyTaHHOCTh CO3HAHUSI, TIOTITUBOCTD;

* HeyacTble — METeOpU3M, [uapesi, JapUHTOCMa3M,
OJIbIILIKA, TMTIOBEHTUISILIMS, AETIEPCOHATM3ALIMS, TU3APTPUS,
aMHe3us1, HapyLLeHUs] KOOPAMHALIMY, TIapecTe3nu, HEA0OMO-
raHue, Bo30yX/IeHUe, TPeMOp, MbILLEYHas! CJ1ab0CTb, apTepy-
aJIbHAs TUTIEPTEH3MST, TOJIOBOKPYXKEHUE, 3y, OPOHXOCTIa3M;

* pelKue — YrHeTeHMe KpOBOOOpaIlleHUsT, OCTAHOBKa
cepiliia, UKOTa, apuTMUs, Iape3 KUIIeUHKa, KPOBOXap-
KaHbe, TICUX03, CYJAOPOTH, IIOK, aCUCTOJIUS, TUTIEPTep-
MM, aTaKCHsl, MBIIIIEYHBIE (haCIIMKYJISIINN, MECTHOE Pa3-
JIpaxkeHue (TIacTbIph).

IMpumeyanus:

* (heHTaHWT TIONJICKUT MEXKIYHAPOTHOMY KOHTPOJIO
cornacHo EnnHoi# KOHBEHIIMY 00 OTIMOMIHBIX CPEICTBAX
1961 r;

* TpeirndpyToBBII COK MOXET 3aMETHO TOBBINIAThH
CBHIBOPOTOYHBIE KOHIIEHTpaWM (eHTaHWIa, BO BpeMms
JIEYEHUSI ero yrnoTpedsiTh He CIIeIyeT;

* BHYTPUBEHHOE BBEICHUE: BBOAUTH (DEHTAHWIT HYX-
HO MEIUIEHHO, B Te4eHNEe 3—5 MUH; BO3MOXHA HETIPEPbIB-
Has uHPy3us;

* HAKOXHBIM TIIACTHIPh pa3pellieH Ha TeppUTOPUUN
P® c 18 ner: maacTelpy pe3epByapHOTo THUIA HEJb3s pe-
3aTh, 3TO MOXET TPUBECTU K TIOBPEXICHUIO MEMOpPaHBI,
KOHTPOJIUPYIOLLEH CKOPOCTh TOCTYIUIEHUS, OBICTPOMY
BBICBOOOXKIEHUIO (heHTaHWIIa U TIEPEI03UPOBKE; TIACTHIPh
MPUKJIEUBAIOT HA YUCTYIO, CYXYI0, JTUILEHHYIO BOJIOC U pa3-
JIpakeHUsI, HETIOBPEXICHHYIO KOXY Ha TYJIOBUIIE WIN
ieye; yepe3 72 4 MIacThipb CHUMAIOT M HaKJIEUBAIOT HO-
BBIIf Ha JIPYTOil yJ4acTOK (HECKOJIbKO JHEW MCTIOh30BaTh

ananveemurog 1-ii cmynenu, UuHmMepean mexncoy 68edeHusmu

Bl 10—15 mr/xr
PEKTaIbHO
Bec menee 10 kr = 7,5 Mr/kr
Tapaneramon Bospacrt 1-2 roga = 15 mr/kr
BHyTpuBeHHO Bospact 2—13 ner,
Bec MeHee 50 kr = 15 Mr/Kr
Bospact crapuie 13 ner,
Bec 6oee 50 kr = 1000 mr
Hoynpoden Yepes pot 5—10 mr/kr
Kertopoaak Yepes por, Bospact o 2 ner = 0,25 mr/xr
BHYTPUBEHHO Bospact crapuie 2 et = 0,5 Mr/kr

Bospacrt 5o 2 net = 60 mr/kr/cyt

Bospacrt crapie 2 net = 90 mr/Kr/cyT e
30 mr/Kr/cyT Kaxnpie 6 4
60 mr/xr/cyT Kaxmpie 6 4
75 Mr/KT/CYyT Kaxnmpre 6 1
4000 mr/cyT Kaxnpre 6 4
400—600 mr/cyr Kaxmpie 6—8 u

30 Mr Kaxnpre 12—24 94
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BHyTpUBEHHO, MOIKOXHO

Yepes por*, peKTaJbHO™,
CyOJIMHTBAIbHO™®

TEMATOJIOTMM u OHKOJIOT MU

IIpunoxenne I'l0. Hauaavubie (cmapmogbie) 0036l 0NUOUOHBIX AHANBEEMUKO8

0,05—0,1 mr/kr Kaxnpie 4 u

0,15—0,3 mr/xT Kaxnpie 4 4

bazoBast undysust — 0,015 mMr/kr/a

Mopdun MUHUMATBHBIA MHTEPBAT MEXITY
AHaJbre3usi, KOHTPOJI - B TR O — 6oJI0caMy PU COXPaHEHUU 00T
eMasl TTAIIMEHTOM, Mell- COCTaBJISIET
Py = IMeA 0,015 Mr/kr (peKoMeHa0BaHHas1 6a30Bast
TIePCOHAIIOM, POAUTEISIMU WHbYaus = GoTIOCHas /103a) 5—10 Mmun
MakcuMabHOE KOJIMYECTBO
60J1I0COB B yac — 4—6
BHyTpMBEHHO CTPYIHHO 1—2 MKT/KT Kaxnpie 10 MuH — 1 4
DenTann BHyTpuBeHHas mpoaoi-
JKUTeTbHast (CyTOYHasT) 1 MKr/KT/9
UHOY3Us
Tpamamon Yepes por, e Kaxmpie 4—6 4
BHYTPUBEHHO, MakcuManbHas pasosast 103a 50— 100 wr MakcuMabHast CyTOYHasT 1033 —
TOIKOXKHO P 400 Mr/cyT uiam 8 Mr/Kr/cyT
Tpumenepunux He pekomeHI0BaH 151 KCIIOIb30BAHMS Y IETEi U MOAPOCTKOB MPU TMIEPCUCTUPYIOTIEH GO

__________________________________________________________________________________________________________________________________|
TIpumenanue. * — npenapamol 3apecucmpupogatsvt 6 PO, Ho 6pemenHO He HOCMABAAIOMCA.

OJTHO M TO K€ MECTO HeJTb3$1); CHATBIN TIaCThIPh CKJIaIbIBa-
0T BABOE, KJICMKOI CTOPOHOM BHYTPbB; Y UCTOILEHHBIX JIe-
TEW TUTACTBIPH WICITOIB3YIOT C OCTOPOKHOCTBIO M3-3a TIJI0-
XOTO BCACBIBAHMST;, Y HEKOTOPBIX MALIMEHTOB MPH ITepexoe
¢ MopduHa T TTpreMa BHYTPh Ha TIJIacTBIPh C (PeHTaHU-
JIOM BO3HHMKAIOT CUMIITOMBI OTMEHBI (I1apest, 60JIb B KUBO-
Te, TOLITHOTA, TTOTJIMBOCTh, OECIIOKOICTBO U T. 11.), HECMOTPS
Ha JoCTaToyHOoe 00e30oaMnBaHMe. B Takux ciydasix MOXeT
MOTPeOOBAThCS BBEICHHE «CITACUTETbHBIX» 103 MOP(MHHA 10
MpeKpaieHus CUMIITOMOB (0OBIYHO HECKOJIBKO CYTOK).

IIpn nepeno3upoBKe ONMOMIHBIX AHAJILIETHKOB MpPUMe-
HSIIOT HAJIOKCOH B KA4eCTBE aHTHIOTA.

IIpunoxenue I'll. Ilpumeps: pacuema 003 onuoudHsix
AHANb2EMUKO08

1. Pacyer y nereii, He MOJIyYaloIyuX B HACTOsIIIEE BpeMs
ONHOMIHbIE AHAIBIeTHKH

B niepBbIii 1eHb UCTIOJIB3YETCST CTapTOBas (HayalbHast)
no3a MmoppuHa (cM. Tab. 1). [Tpu HeappekTUBHOCTH He-
00X0IMMO YBEJIMIUTh PA30BYIO U CYTOYHYIO TO3BI.

YBemueHue pa3oBoii M CyTOYHOI 103kl MOpGhMHA:

* eapuanm 1: yBeTMIUTH Pa30oBYI0 103y MopdurHa 1Ist
peryisipHoro nipuemMa Ha 30—50 % oT npeabiayIieit 103b1.
Hanpumep, npu npueMe MopduHa Mo 5 Mr Kaxabie 4 4
MOKET OBITh Ha3HaueHa 1o3a 1o 6,5 mr (+ 30 %) vunu o
7,5 mr (+ 50 %) xaxnpbie 4 4;

* gapuanm 2: CyMMUPOBATh BCE N03bI MOp(MUHA 1JIst
KYITMPOBAaHUS MPOPBIBHOIN 0OJIM, TIPUHSTHIE 3a ITOCIE-
Hue 24 4. Pa3nenuTh MOJIyYeHHYIO CYMMY Ha 6 U yBeJIU-

YUTh Ha 3TO YMCJIO KaXIyl0 pa3oByi0 (OCHOBHYIO) H03Y,
NpUHUMaeMylo Kaxnable 4 4. Takxke HeOOXOAUMO YBEIU-
YUTh 003y JUIS1 KyIIMPOBaHUsI IMPOPBIBHOM 00N, TaK Kak
YBEJIMUMJIMCH peryJisipHble 103bl. Hampumep, peOGeHOK,
KOTOpPBIN TTpUHUMaeT MOPGUH Mo 5 MT Kaxable 4 4, Ha
MPOTSKEHUU MOCTASIHUX 24 4 TTOJIyYrsI TOIOJHUTEIBHO
4 1036l TIO 2,5 MT IJ19 KYIMMPOBaHUsS MPOPBIBHOM 00N,
o01Mii 00beM MopdUHA IJIsI KYIUPOBaHUsSI TTPOPBIBHOM
60:u 3a 24 4 cocrabisieT 4 x 2,5 mr = 10 mr, nanee 10 mr
nemmm Ha 6 = 1,67 mt. K 5 Mr ipubasisiem 1,67 mr = 6,67 mr,
4TO OKpyTJsgeTcs A0 7 ML PerynsipHbiit mpyuem — mo 7 mMr
Kaxaple 4 4. I KynmupoBaHUs TIPOPLIBHOM 001 OyAeT
MCIOJb30BaThcs 3,5—7 ML

2. Pacuer y nerteii, MoJIly4a0muX B HACTOsIIEE BpPeMs
ONUOMIHbIE AHATBIeTHKH

IIpumep 1: nepexon ¢ MopdrHa KOPOTKOTO NEUCTBUS,
BBOJIMMOTIO IMOAKOXHO WM BHYTPMBEHHO, Ha MOPOUH
MPOJIOHTMPOBAHHOTI'O IEHCTBUSI Yepe3 POT.

* ¥V pebeHKa OCHOBHAasl CyToYHas 103a MOp¢HrHa KO-
POTKOTO AEMCTBUS COCTaBlsIeT 55 MI' MOAKOXHO (BHY-
TPUBEHHO). DTO 3KBUBaJEHTHO MUHUMYM 110 Mr Mop-
¢rHA KOPOTKOTO AEMCTBUS IS TIpUeMa 4epe3 poT (Tak
Kak J03a yepe3 poT B 2 pa3a O0JIbllle, YeM J103a, BBOIM -
Masl TOAKOXHO, U B 2—3 pa3a 0oJibllle, YeM BHYTPUBEH-
Hasl 103a).

* 110 Mr Mop¢uHa KOPOTKOTO AeHCTBUS (Yepe3 poT)
9KBUBaJIeHTHBI 110 Mr MopguHa TPOJTOHTMPOBAHHOTO
neiictBus (yepes pot). Pexxum mpuema — mo 55 mr 2 pasa
B IeHb (Kaxabie 12 ).
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+ Pacuer pa3oBoii pe3epBHOIi 1036l MOP(hUHA Ha CITy-
yait mpopbIBHOM 6011: 110 MT 1e1uM Ha 6 = 18 MT Mopdu-
Ha KOPOTKOTO IEUCTBUS Yepe3 poT (WU 9 MI OJKOXKHO).

IIpumep 2: iepexon ¢ MopdrHa, BBOIUMOTO TTOIKOXK-
HO WV BHYTPUBEHHO, Ha (DeHTaHWII TTAPEHTEPAILHO.

PebeHOK ¢ MHTEHCHUBHOI OOJIbIO TTOTy4aeT MOp(hUH
B TeueHue 3 Hen. M3-3a ObICTpOro mporpeccupoBaHUs
3JI0KQUYECTBEHHOW OITyXOJIM €My ITOCTOSIHHO YBETUYM-
Banmu 103y mopduHa. Ceituac oH momydaet 500 mr/cyt
MopdurHa B BUAe MOAKOXHOW nH@y3uu. Ha sToil mose
MOSIBUJIUCH TTOO0YHbIE 3((PEKTh MOp(PUHA CO CTOPOHBI
HEPBHOI CHUCTEMBI, C1a00CTb, MUOKJIOHYC. bblo pelie-
HO TIepeBecTr pedeHKa Ha aJbTepHATUBHBIN OMMMOUTHBIN
aHaJIbreTK (heHTaHWIT TTapeHTEePaTbHO.

Bce mepecueTsl MOJKHBI OBITH TTPOBENEHBI Yepes3 Cy-
TOYHYIO 03y TIepOpaIbHOTO MOpGhUHA.

* Pacuer nepopanbHoii cyTouHOI 10361 MOpurHa: 500 Mr
MopdurHa moakoxHo x 2 = 1000 M.

+ Pacuer sxkBUaHaIbIeTUYECKON TTapeHTEPATBHOM Cy-
TouHOI 103bl peHTaHuaa: 1000 Mmr MopduHa yepes poT:
150 = 6,67 M. B niepBbIe CYyTKM CJIEIYeT AaTh A03y (eH-
TaHuIa MeHble Ha 25 %: 0,25 x 6,67 = 1,67 mr. Criezio-
BaTeJIbLHO, /1032 TTApEeHTEPATbHOTO (DeHTaHWIA Ha TIEPBBIE
CYTKHM COCTaBUT: 6,67 — 1,67 = 5 MI/CyT IyTeM HeIlpe-
PBIBHOI mapeHTepaibHON UHGY3uu. Jajee mpu Heobxo-
JIMMOCTH JOBECTU CYTOUHYIO 103y MTapeHTEPATbHOTO (PeH-
tanwia 10 100 % (t. e. 1o 6,67 Mr/cyr).

IMpumep 3: mepexon ¢ MophrHA KOPOTKOTO JIEHCTBUS,
pUuHUMaeMoro uepe3 pot (B PO He 3apeructpupoBaH),
Ha MOPGhUH MPOJIOHTUPOBAHHOTO JIEHCTBUS Yepe3 POT.

Jennb 1. PebeHok BecoM 30 Kr mosy4yaeT ObICTpOIEii-

FTEMATOJIOTMN u OHKOJIOT MU

CTBYIOIIUI MOP(MUH KOPOTKOTO JEMCTBUSI B CTapTOBOM
no3e 1 mr/kr/cyr, T. e. 30 Mr MopduHa B CyTKM WX TIO 5 MT
Kaxpabie 4 4. EmMy e paccuuTaHa pe3epBHAs A03a IS
MPOPLIBHOI 6o B 00beMe 1/6 OT CYTOYHOM [03bI, YTO
COCTaBJISIET 5 ML

Henb 2. PebeHOK Hyxnaics B 4 pe3epBHBIX 103aX MO
5 ML

Henb 3. PeOeHOK HyXaajics B 2 pe3epBHBIX 103aX MO
5 Mr. OueHky 3¢ (heKTUBHOCTH 00€300JMBaHUsT TPOBEIN
yepe3 48 4, Tak Kak ObLIM BeixoaHble. [ToaTOMy paccuu-
Tajld CpeHEee KOJIUYECTBO PE3EPBHBIX 103, KOTOPOE MO-
TpeOOoBaIOCh 3a 3TU 2 CYT, UTOOBI aAeKBAaTHO YBEJIUYUTH
OCHOBHYIO CYTOUHYIO 103y MOp(HHa:

* cpeJHee KOJIMYECTBO PE3ePBHBIX 103: 4 + 2 103bl =
6 103 : 2 CYyTOK = 3 03B,

* pacuet 1036l MOp(UHa, TOJYYEHHOU BBEIEHUEM Pe-
3€PBHBIX 103: 5 MT X 3 1036l = 15 MT;

* pacyeT HOBOIW OCHOBHOU CyTOUHOI M03bI MOp(hUHA
KopoTtkoro aeicTBus: 30 mr + 15 mr = 45 wmr;

* pacyeT HOBOW 103bl MOPp(UHA KOPOTKOTO ACUCTBUS
JUTSL TIPOPBIBHO# Gosnt: 45 Mr: 6 = 7,5 M.

Henb 4. Y pebeHka He ObLIO 3MU30I0B MPOPHIBHOMN
o6osu. IToaTomy pelieHO cuuTaTh 00€300JMBaHKE TTOAO0-
OpaHHBIM M TMEepeBeCTU pedeHKa HA MOPMOUH MPOJOHTHU-
POBAHHOTIO JIEVICTBUS:

* OCHOBHAas CyTOYHas 1032 MOpdUHA KOPOTKOTO Jeli-
CTBUSI COCTaBJISIET 45 MT Uepes3 poT;

* 45 Mr MopduHa KOPOTKOTO HEUCTBUSI (Uepe3 poT)
B CYTKU 3KBUBAJIEHTHBI 45 Mr MopdUHA MPOJIOHTUPO-
BaHHOTO JeiicTBUs (4epe3 poT). Pexxum npuema — 2 pasa
B IeHb (Kaxasie 12 ).
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Peabunumayusa/abunumauud aemei rpyaHoro u Mnagwero
BO3pacma B yCNOBUAX CNEYuanu3upoBaHHOro MeAUUUHCKOro
UeHmpa anga nayuesmos ¢ 3aboneBaHuAMU KpoBu
U 3/10KaYecMBEeHHbIMU HOBOOOpPa30BaHUAMU

E.B. XKykoBckas, M.B. JlurBunenko, A.®. Kapemmn, B.H. Kacarkun, E.B. Muponosa, JI.JI. IlankparbeBa,
.M. Mydraxosa, T.B. [Ilamanckas, A.I. Pymsannes
Jleuebno-peabusumayuonnsiii Hayunsii uenmp «Pycckoe none» @IBY «HMHUI] ITOU um. Jimumpus Poeaueea» Mumnzopasa Poccuu;
Poccus, 142321, Mockosckas obaacme, Yexosckuii paiton, CII Cmpemunosckoe, 0. I puuiernxu

Konmaxmmuuvie dannvie: Enena Bauecnasosna XKykoeckas elena _zhukovskay@mail.ru

Cmamuos noceéswena aKkmyanbHomy pazoeny co8pPeMeHHOl peaduiumonocuy — opeanu3ayuu 60CCMAaHo8UMeNbHORO NeHeHUs NAUUeHMO8
2pYOH020 U MAAOWEe20 803PACA OHK02eMAMOA02UYECKO20 U UMMYHOA02UYecK020 npoduas. Lleavto uccaredosanus seasemces anaius pa-
00mbl UHHOBAUUOHHO020 HANPABAEeHUs peabuiumauuu/aburumayuu 6 omoeaeHuu 04s demeil panue2o gospacma Jleueoro-peadburumayu-
OHHO20 Hay4Ho2o ueHmpa «Pycckoe noae» HMHUIL[ JITOU um. Imumpus Poeauesa (JIPHI[ PII). Pezyavmamut anaauza noomeepicoarom
0OMUHUPOBAHUE IMOPUOHANBHBIX HEONAA3UL 6 cCIpYKmYype 3a0oaeéanuil 335 nayuenmoes, 0CRUMAAU3UPOBAHHbIX 6 omdeneHue ¢ 2016 e.
Meduyunckas nomowp nayueHmam ocyu,ecmensiemcs: Cneyuaiucmamu MyabmuoUCYUnAUHapHoi 6pueadst, compyOHUKU KOMOPOIl 516-
Asa0mMes wmamuosimu compyorukamu nodpasdenenuti JIPHI[ PII, xoucyasmamueno-ouaeHocmuyeckoeo omoenenus HMUI] JITOU
um. [Imumpus Poeavesa. Yuacmue Kaxcooeo u3 uneHog MyasmuouCYUnIuUHapHoi 6pueadst 6 peabusumayuoHHOM npoyecce onpeodensiemcs
CHeKmpom KauHuvecKux npobnem nayuenmos. [loayuennvie pesynomamol no360AUAU ABMOPAM COeAAMb 3AKAIOHEHUe 0 MOM, Yo 0anbHel -
was uHme2payus NPoPamMm 80CCIMAHOBUMENbHO20 AeUeHUs] 8 NPAKMUKY padomyl 8paueii-0emcKux OHK010208/2eMamono208 obecnevum
He MOAbKO YAyHuleHUe Napamempos HCUHU NAUUEHMO08, HO U CHUMICCHUE «<NONYASYUOHHO20 ePY3a» 8 CES3U C POCIOM Yucaa demell u noO-
POCMKO8, U31eHeHHbIX OM 310KaA4eCmMeHHbIX H08000PA308AHUIL.

Karoueswie caosa: peabusumayus, demu epyoHoeo u maaduieco 03pacma, MyabmuoucyunAuHapHas opueada

DOI: 10.17650/2311-1267-2017-4-3-81-84

Rehabilitation/habilitation of infants and young children in a specialized medical center
for patients with blood diseases and malignant neoplasms

E.V. Zhukovskaya, M.V. Litvinenko, A.F. Karelin, V.N. Kasatkin, E.V. Mironova, L.L. Pankratieva,
G.M. Muftakhova, T.V. Shamanskaya, A.G. Rumyantsey

TRSC “Russkoe Pole” at Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology,
Ministry of Health of Russia, v. Grishenki, SP Stremilovskoe, Chekhov district, Moscow region, 142321, Russia

Article is dedicated on actual section of modern rehabilitology — organization of rehabilitation of patients of first year of life with
oncohematological and immunological diseases. Aim of this study was to analyze the work of innovative direction of rehabilitation/abilitation
in department of treatment of children of first year of life in Clinical Rehabilitation Research Center “Russkoe pole” of Dmitry Rogachev
Center (Rehabilitation Center). Results of analysis confirm the dominance of embryonal tumors in the structure of diseases among 335 patients
admitted to department in 2016. Medical help for patients performing by multidisciplinary team composed of employees of Rehabilitation Center
and consultative department of Dmitry Rogacheyv Center. Volume of involvement of each participant of multidisciplinary team to rehabilitation
process is determined by the spectrum of clinical problems of a patient. Results allowed authors to conclude that future integration of programs
of recover medicine in practice of pediatric hematologists/oncologists provides both improvement of patients’ life parameters and decreasing
of “population load” due to increased number of children and adolescents cured of malignant neoplasms.

Key words: rehabilitation, infants and young children, a multidisciplinary team
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AKTyaJbHOCTD

KauecTBo XM3HU JeTeil paHHero Bo3pacTa, Mepe-
HEeCIIMX OHKOreMaToJIorMyeckue 3aboJjieBaHUs, 3aBU-
CUT OT MHOXeCTBa (haKTOPOB, TAKUX KaK CPOK recTalliu
U CTETIEHb 3PEJIOCTU Ha MOMEHT POXIEHUS, CTEIEHb BbI-
paxxeHHOCTH MOP(HOGYHKIMOHATBHBIX HApPYIICHU Ha
9Tamfe JIeYeHUs, ONTUMAJIbHOE WCITOJIb30BaHUE apceHa-
JIa COBPEMEHHBIX NOCTUXEHUI OHKOJIOTMH, TeMaTojio-
MU, peaHUMallMi U UHTeHCUBHOM Tepanuu [1]. OgHako
B MacuTabax rocyaapcTBa HU OJJHA U3 BBICOKUX MEAULIVH-
CKMX TEXHOJIOTUI HE JACT OLILYTUMOTO MOJIOXUTEIBHOTO
pe3yibrata 6e3 CBOEBPEMEHHOCTU OKa3aHUsI BBICOKOA(D-
(eKTUBHOI pPeabWINTAIMOHHOW MOMOIIW U MOCIEAYIO-
LIETO BOCCTAHOBUTEIBHOTO JICUCHUS.

BcemupHasg opraHuszauusi 3ApaBOOXPAaHEHUS 000-
3Haumjia XIX BeK BEKOM MPEBEHTUBHOW CTpaTeruu, XX
BeK — BEKOM JieueOHol cTparterud U XXI BeK — BEKOM
cTpaTernu peabunuranuu. BoccTaHOBIEHUE TOKHO
3aTparuBaTh Bce cdepbl XW3HU MaJIEHbKOTO MalleH-
Ta: MEOUIIMHCKYIO, COLIMAJIbHYIO, KOTHUTUBHYIO — BCE
BUJIbI pEaOUIUTALIMA OJWHAKOBO BaXXHBI [IJIsI o0ecreye-
HUST aicKBaTHBIX TOKa3aTesieil KauecTBa XXU3HU KaK pe-
OeHKa, Tak W WIeHOB ero cembu. HecoOmoaeHne Takoit
CTpaTermu HEMUHYEMO BEIeT K TOMY, UYTO TTOBBIIIAETCS
CMEPTHOCTh OT OCJIOXKHEHU, BBI3BAHHBIX TEM WM UHBIM
(GyHKUMOHAIBHBIM AeduiiuToM. MeToaomM 60pbObI € ITH-
MM TIOCJIEICTBUSIMU KaK pa3 U BBICTYITaeT BHEIPEHUE TTPO-
rpaMMBbl pPeadUIUTAIIMN B OOIIYIO0 TAKTUKY BBIXaXKWUBAHUS
pebeHKa MepBbIX JIET KU3HU [2].

CoBpeMeHHasl cTpaTervsi peadMIMTALIMOHHBIX MEPOIIPUSI-
TUI TIpe/IToaracT BO3MOKHOCTb €€ OCYILIECTBIICHUS B 3 3Tara.

I sTan peabwivTan HaYMHAETCS B CIELIMATU3UPO-
BaHHBIX OTIEJICHUSIX METUIIMHCKUX OpTaHW3aluii, TIe
OCYILIECTBIISIETCS MEIUIIMHCKAsA peaduIuTalus Mo mpo-
¢ut0 OCHOBHOTO 320071€BaHUS.

I aTan peabunuraluy OpraHU30BaH il I€TEN B BOC-
CTAaHOBUTEJIBHOM TEPUOJE TeUYEeHUS 3a00JIeBaHUST WIN
TpaBMbI, MO3IHEM peabWIMTALIMOHHOM MEpuone, B Iie-
PYIO/I OCTATOYHBIX SIBJICHUU TedeHUs 3a00JieBaHUs, TIpU
XPOHUYECKOM TeYeHUU 3a00JieBaHUS BHE OOOCTpPEHWUS,
IS IeTe-UHBAJIUIIOB U 4aCTO OOJICIOIIMX.

11 sTan peabwintauuu — amOyJIaTOPHO-MOJIUKINHU -
YECKUU U CAaHATOPHO-KYPOPTHBIIA [2].

YauTeiBast MHOTOOOpa3ne KIMHUIECKNX, (PU3NIECKUX
U TCUXOJOTUYECKUX OCOOEHHOCTE! MallMeHTOB PaHHETO
BO3pacTa, MPUHLUNUAIbHOE 3HAYEHWE WMEET MYJIBTHU-
JMUCIIUTITMHAPHBIN TTOAX0 K PeadUIMTallMOHHBIM MEpPO-
TIPUSITUSIM, 3aKJTIOYAIOIINIICS B IPUMEHEHUY KOMIUIeKCa
Mep MEIUIIMHCKOrO, MEAaroruueckoro M COlUajbHOTO
XapakTepa ITyTeM B3aWMOJICUCTBUS TPYIIILI Bpadell pas3-
JIMYHBIX CTelnaibHOCTel. PeabunuranimoHHass MyJibTH-
MUCIIUTIIMHApHAsS Opuraga MOXeT WHIWBUIYaTu3UpO-
BaTh MpOrpamMMy peabuInUTaluY MallueHTa, OCYIECTBUTh
MEIUIMHCKOEe HaOMIoIeHWEe W TPOBEACHUE KOMIUIeKca
peadINTAIIMOHHBIX MEPOTIPUSITHIA.
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OpnHol U3 3a1a4 KJIIMHUYECKOW PeaOUIUTOIOTUM SIB-
JIETCS OCYIIECTBICHWE B XOJE BOCCTAHOBUTEIHHOTO
JIeYeHUsT CBOEBPEMEHHOW AMArHOCTUKU W TIPOTHO3ZMPO-
BaHUE COCTOSTHUS aJalTUBHBIX peakiuii mamueHTa. Cre-
JIOBATeJIbHO, KXl 3Tal peadbrinTalinuy JOJIKeH TIpeT-
CTaBJISITh COOOI CTPOTYIO TEXHOJIOTUIO, BKIIIOYAIONIYIO
3 o0s3aTeIbHbIX MTyHKTA: 1) ompeneaeHre peaduIuTalu-
OHHOTO TIOoTeHlMana; 2) opMUpoBaHue eI peaduIn-
TallMOHHBIX MepomnpusaTuii; 3) oueHka 3¢h(HEKTUBHOCTU
peabwutanvu. Pe3ynsratoM peanuzanuy peaOuinTaim-
OHHBIX MEPOTIPUSATUI SIBJISIETCS TIOJIHAS WU YacCTUIHAs
KOMIIEHCAIINSI MMEIOIIeTocsl y TaleHTa OrpaHUYeHUS
SKU3HEACSITeIbHOCTH.

K mersim Myamieit BO3pacTHOM TpyMITbl IPUMEHUMBI
2 MOHATUSI — <«MEIULMHCKasl peadbuiauTalus» U «abu-
Jutauus». [Tpu aToM abunurauusl HampasieHa Ha (op-
MHMPOBaHWE HABBIKOB Yy TAIMEHTOB, €lle He afamnTH-
POBaBIIMXCS K COLUUAIBHOW cpene (y mereid no 3 JeT),
a peabuuTaIrs — Ha MaKCUMAaJIbHO TTOJTHOE BOCCTAHOB-
JIeHWe HapyIIeHHBIX BCJIEACTBUE 3a00JIEBAHUST WA TPaB-
MbI (DYHKIIMH, a €CJIM 3TO HEBO3MOXHO, TO Ha Haubosee
aJIeKBaTHYIO0 MHTErpaluio B obiecte (y AeTeid crapiie
3 net) [4—6].

Cpenu axTyalbHBIX HamMpaBIeHU peadwIuTannu
JIeTeil paHHEeTo BO3pacTa Ha CETOMHSIIITHUN JeHb MOXHO
BBIICNUTh (DUBNUYECKYI0 pPeaduIuTaIlnio, HEHpPOKOTHU-
TUBHYIO peabWINTAIINIO, KIMHWYECKOEe TUTaHWEe, Me-
JINKO-COIUATIbHYI0O paboTy, TOCTIUTAIBHYIO TIeAaroTHKY.
OpHako ciefyeT MOMHUTh, YTO €CJIM Bpad XOUYeT Tpei-
JIOXKWUTh CEMbE TTallMeHTa TT0-HacToseMy 3G eKTUBHBIC
TEXHOJIOTUH, a 3[[PaBOOXPAaHEHUE JIeJIaeT CTaBKY Ha METOJI
«11eHa—3(PPEeKTUBHOCTb», HEOOXOAMMa Cepbe3Hasl J10Ka-
3aTefibHas 0aza I BHIOOpA ONTUMAIBHBIX MapIIpyTOB
nedeHus. s penieHns 3TuX 3a1a4 ObUIO CO3MaHO OT/Ie-
JIEHWE JIeYeHUsI U peadbrINTallny IeTeil paHHEeTO BO3pacTa
JIPHII PII.

Ilenbio nccuenoBaHus SIBJISIETCS aHAINU3 PaOOTHI WH-
HOBAIIMOHHOTO HAaIpaBJIeHUs] peaduInTalunu/adovim-
Talld B OTHEJICHUU JJI JeTell TPYAHOTO W MJIAJIIero
BO3pacTa 1o mpouITio 1eTCKast OHKOTeMaTOJIOTHST U M-
MYHOJIOTHSI.

Pe3ynbraTh

JIPHII PII, pacrnosoXeHHbI# B OTHOM M3 >XKUBO-
nucHbeIX MecT IlTomMockoBbsi, YexoBcKoM paitoHe, pa-
ootaet ¢ 2013 . BniepBoie B Poccuu akanemuku PAH
A.T. Pymsnues u H.H. BononuH nuHUIIMMpPOBaIu OTKPbI-
THE PeabMINTAIMOHHOTO OTACICHMUS IJIsT IeTei TPYIHO-
TO ¥ MJIAAIIETO BO3PACTU ¢ BPOXKICHHBIMU MTPOOJIeMaMM
CUCTEeMBI KPOBCTBOPEHUS 1 MMMYHUTETa, HOBOOOpa30-
BaHUSAMHU. B oTmeneHne rocnuTann3upyoTcst aetu ot 0
Io 4 jiet.

3a 2016 . B oTHEIEHUU MPOLUIK JIeYeHUE U peabuIn-
Tauuio 335 geteii. I3 HUX B Bo3pacre 0 roga — 27 neTei,
ot 1 10 5 et — 276 yenoBek, crapiie 5 et — 32 pebeHKa.
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CrpyKTypa 3a00JIeBaHWIT TOCITUTAIM3NPOBAHHBIX TTAIIM-
€HTOB TIPEJICTaBJIeHAa Ha PUCYHKE.

CTpyKTypa 3ab6oneBaHuit geteii

I Hedpobnactomb
M lenatobnactomsl
Onyxonu UeHTpaibHOM HEPBHOM CUCTEMDbI

Cmpykmypa 3a6oneeanuii demell, 20CNUMAAUUPOBAHHBIX 6 OmOeneHue
AeveHus U peaduaumayuu Nayuermos PaHHe2o 603pacma OHKO0A02UYECK020
u eemamonoeueckoeo npoguas 3a 2016 e.

Structure of diseases of children hospitalized in the Department of Treatment
and Rehabilitation of Early Onset Cancer and Hematology Profile for 2016

C mag 2017 1. oTaeneHre paHHEro Bo3pacTra IepeBe-
JIEHO B OTIEJIbHOE 3lIaHKe, OHO paccuuTaHo Ha 20 Koek
s geteir ot 0 o 4 net. M3oaupoBaHHbIE IMajaThl Ha
1 pebeHka 1 | cOnMpoOBOXIAIOLIETO C CAHY3JIOM, UMEETCsI
OTIe/IbHAsI LIEHTPAJIM30BaHHAs CUCTeMa BEHTUJISLIMM,
2 KabuHeTa JieueOHOM (PU3NUYECKOM KYJIBTYPHI, 2 UTPOBBIX
KOMHAThI, KAOMHET MEJIMIIMHCKOIO IICHUXO0JIora, KaOMHeT
3JIEKTpOKapaArorpacum, yJabTpa3ByKOBOW JMArHOCTUKMU,
KOMHAaTa JJisd IpueMa M IIPUTOTOBJICHUSI IUIIM, OCHA-
LIEHHAs: MUKPOBOJIHOBOM I1€4bI0, 3JIEKTPOILIATOM, X0JI0-
JUJIbHUKOM, ITOCYIOMOEUYHOM MallIMHOIA.

MenuuuHcKass — peaOWIMTaLMsl  OCYIICCTBIISICTCS
CIIeLIMAIMCTAMKM  MYJIBTUAMCUUIUIMHAPHON — OpMraibl,
CIIOCOOHOI OIpeaeanuTh PeadUINTAIIMOHHbIM MOTEHIIM-
ajJ malyeHTa M OObeAMHSIONIe Ha (YHKIIMOHAIbHOMI
OCHOBE Bpaua peadUIUTAlMOHHON MEIULIMHBI; IeT-
CKOTO OHKOJIOra/reMarosiora; (pu3mM4yeckoro TepareBTa;
Bpayeil BceX MEIULIMHCKUX CIeUalbHOCTEM, KOTOPbIE
10 IPOMUII0 OCYLIECTBISIOT BTOPUYHYIO U TPETUYHYIO
NMpoUIAKTUKY, a TaKXe JeUeHUEe XPOHMUYECKUX 3a00-
JIEBaHUIA, BO3HUKIIKMX BCJICACTBUE JICYEHUSI OCHOBHOTO
3a00JIeBaHMsI; MEIULIMHCKOrO IICUXO0JI0ra; Joromnena-ae-
(exrosora; cpeaHero MeAIepCOHala; COLMAIbHOIO
pabGotHuKa. CHenuaiucTbl  MYJBTUAMCIUILIMHAPHOM
Opurangbl SBISIOTCS LITAaTHBIMU COTPYIHMKAMU ITOApa3-
nenenuit JIPHILIL PIT, KoHCyabTaTUBHO-AMArHOCTUUYECKO-
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ro otmeneans HMUWUIL ATOU um. JImurpus Porauesa.
YyacTie KaXImoro M3 WICHOB MYJIBTHAWCIIUTUIMHAPHON
Opurajabpl B peabMINTALIMOHHOM IPOLIECCE OMPEAENISIETCS
CIIEKTPOM KIIMHUYECKMX IIpo0OsieM mammeHToB. Crienu-
aTACTBl  MYJIBTUINCIUIUIMHAPHON OpuTambl ITPOBOMIST
OLICHKY (IMarHOCTUKY) KIIMHUIECKOTO COCTOSTHUS Mallv-
eHTa; (PaKTOpPOB pHICKa ITPOBEICHMS peadMINTAIIMOHHBIX/
A0MJIMTAIIMOHHBIX MEPOIPUITHIA; (PaKTOpPOB, OTpaHUYN-
BaOIIMX ITPOBEICHNUC JICYCOHBIX MEpPOIIPUSTHIT; MOpPdO-
JIOTMYECKUX TIapaMeTpoB; (DYHKIIMOHAIBHEIX pPE3epBOB
OpTaHM3Ma; COCTOSTHUS BBICIINX TICMXWIECKUX (PYHKIIMIA
¥ 3MOIMOHATBHON chephl; HapyIIeHUI OBITOBEIX M TIPO-
(ecCOHATBLHBIX HABBIKOB, OTPaHWYCHUS AaKTUBHOCTHU
¥ Y9aCTHS B 3HAUYMMBIX IS TTAIIMEHTA COOBITUSIX YaCTHOMN
¥ OOIIIECTBEHHOM JKM3HU, KAUeCTBa XKM3HN 1 KAUeCTBA BbI-
KUBAHUS OOJIBHBIX, TIEPEHECIITNX OHKOTEMAaTOIOTMUECKIIEe
3a00JieBaHMST; PaKTOPOB OKPYXKAIOILIEH Cpebl, BAUSIOIINX
Ha UCXOJ peabUIUTAllMOHHOTO Tpolecca, hopMyarpoBa-
HUE PeadUIMTAlMOHHOTO NMArHo3a; reHeTuJeckue, Ouo-
XUMUYECKUE, TyIeBbIe, THCTPYMEHTAJIbHBIC M MTHBIC METO-
IIbI MICCTIEMOBAHMS, HAIIpaBJICHHBIC Ha BBISIBJICHUE BTOPBIX
oryxoJieil, pakTopoB TOKCUYHOCTU U (DapMaKO-reHeThYe-
CKUX TTOCIICACTBUI TTPOTUBOOITYXOJIEBOM TEPAITH.

Bce metrt moryamiii BEICOKOKBATU(DUITTPOBAHHYIO ME-
TUIITHCKYIO TIOMOIIb B OTIEJICHUN Ha OCHOBE KOMILIEKC-
HOTO TIpUMEHEHUS JICKApCTBEHHON M HEMEIMKAMEHTO3-
HOW (cpenacTB U3MOTEpaANuU, JieueOHON (PU3KYJIBTYPHI,
Maccaxa, HyTPUTUBHOM TTOAIEPKKI, MEIUIIMHCKOM TICH-
XOJIOTMH, TIeHaTOTMYEeCKOM M JIOTOIEANICCKON KOppeK-
OUHA, METOIOB C MPUMEHCHHMEM IIPUPOMHBIX JICUYCOHBIX
$aKTOpOB, Tepalmuy MCKYCCTBOM) Teparmu. AmarTamus
(GYHKIIMOHAIBHBIX BO3MOXKHOCTEH TMAIlMEHTa K OKpYKa-
IOIIel cpelie JOCTUTAETCS MOCPEACTBOM MCIOJIb30BAHUS
CPEACTB TIEPEABIIKCHNS, TTPOTE3UPOBAHUS U OPTE3UPO-
BaHMS, HAIlpaBJICHHBIX Ha KYIHMPOBAHWE ITaTOJIOTHYC-
CKHX TIPOIICCCOB, MPOGIIAKTAKY CUHIPOMA «ITOCJIC MH-
TEHCUBHOU Tepanmu», CTUMYJISIIHNIO CAHOTCHETUICCKUX
MEXaHM3MOB TIPEOMOJICHUSI pPa3BUBIIErocs meduimTa
(GYHKIIMOHUPOBAHUS; CTUMYJISIINIO KOMIIEHCATOPHBIX
BO3MOKXHOCTEI OpraHM3Ma ITallieHTa B COOTBETCTBUU CO
CTaHIapTaMM MEIWIMHCKONW momornu. Pomurtenn mpo-
JICYCHHBIX B OTIEJICHUHN ACTeil OTMEYaN CYIIIECTBEHHOE
yIIydIIeHNe MX CaMOYYBCTBHSI, BO3pacTaHUE IBUTATCIIb-
HOW aKTUBHOCTH.

ITo okOHYaHUHM JIEYCHHST K MOMEHTY BBITTCKH M3 OTIC-
JICHUS JIeYalInii Bpad IIPOBOIUT OIICHKY 3 (EKTUBHOCTH
peadMIINTAIIMOHHBIX MEPOIPUSATHI, BBIITUCKY MallMEHTA
¥ JATBHEUIIIYIO €T0 MapIIpyTU3aIUIO TSl TIPOIOJIKCHUS
peadMINTAIIMOHHOTO JICUCHUST WIN IMAJTMaTUBHOM TI0-
MOIIH, WX HEOOXOAMMOT0 MEAUIIMHCKOTO YX0Ja B COOT-
BETCTBUU C ACHCTBYIOIINMU TTOPSAKAMU OKa3aHUS MEIM -
IUHCKOM TIOMOIIM C YIeTOM CTaHZAPTOB MEIUIIMHCKOI
TIOMOIIIH.

MHbopManusg o maumeHTe, XapakKTepe TOKCMICCKUX
2(HEKTOB MPOTUBOOITYXOJEBOW Tepanuu, CTEIeHU Ha-
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pylieHus (PyHKUMI XXU3HEAESITEAbHOCTU, BIUSHUM (pak-
TOPOB OKpYKalollIeil cpelbl 3aHOCUTCS B CIeLAAIU3U-
poBaHHY10 KaTaMHecTuueckyio cuctemy JIPHLL PIT mis
OpraHM3alMy JajibHeileil MapupyTtuszaiuuu OOJbHBIX,
obecrnieyeHUsT MPEEMCTBEHHOCTU B OKa3aHUM TMOMOUIKA
MO MEIULIMHCKON peadWIuTaluK C yudpeKaeHUusIMU Mu-
HHUCTEPCTBA 3ApaBOOXpaHeHUs] U MMHUCTEpPCTBA Tpyaa
¥ COLMaTbHOM 3a1uThl PD.

Pemrenue o nposeneHuun peadbuaurauuu Il stana ais
JieTeil ¢ OHKOJOTMYECKUMU, FeMaTOJOrMYECKUMU U UM-
MYHOJIOTUYECKUMM 3200JIeBaHUSIMU TTPUHUMAETCSI B Me-
JULIMHCKUX OpraHu3alusx, OKa3bIBaIOIUIMX MEPBUUYHYIO
MEIUKO-CaHUTApHYIO U CIIeLIAIM3UPOBAHHYIO MOMOIIIb.

3akouenue

B crpykType 3abojieBaHUil MallMeHTOB, TOCHUTAIM-
3UPOBAHHBIX B OTAeeHue paHHero Bo3pacta JIPHIL PII,
npeobJiafaloT 3MOpUOHAIbHBIE HEOIUIa3WU. XOpOolIue
pe3yIbTaThl peadMIUTALINN TTO3BOJISIIOT HAACSIThCS, YTO
IambHeHIIasg WHTErpayds IIPOorpaMM BOCCTAHOBUTEIThb-
HOTO JICYCHUS B TPAKTUKY pabOTHI Bpauek-AeTCKUX OH-
KOJIOTOB/TEMATOJIOTOB 00ECTICUNUT HE TOJBKO YJIydIlIeHUE

FTEMATOJIOTMN u OHKOJIOT MU

MapaMeTpoOB XU3HU, HO U CHUKEHUSI «ITOIYJISIIIMOHHOTO
rpy3a» B CBSI3W C POCTOM UHMCJIa U3JIEYCHHBIX OT 3JI0Kaue-
CTBEHHBIX HOBOOOpa30BaHUI AeTel U MOAPOCTKOB [7—9].
brnaronpusitHele KIIMMaToreorpadpuieckrie 0COOEHHOCTU
pacnonoxenust JIPHLL PIT, komdopTrabenbHble yCIOBUS
MpeObIBaHNs, KBATUDUITMPOBAHHbBIE CIICIIUATVCTHI MYJTh-
TUAMCHMTUTMHAPHON OpUTabl, UHHOBAIIMOHHBIE METO/TBI
peadUINTAIINN/a0MJTUTAIINNA  TIO3BOJISTIOT MaKCHMAaJIbHO
paHO HaYaTh MEPOTPUSTHS TT0 BOCCTAHOBJICHUIO TTapame-
TPOB XKU3HEESATEIBHOCTU MAIlMEHTa C PAHHUM CTapTOM
TSDKEJTBIX COIMAIbHO 3HAUYMMBIX 3a00JIeBaHUI, K KOTO-
PBIM OTHOCUTCST OHKOT€MATOJIOTMYeCKast TaTOJIOTHsI y Jie-
Tl TPYIHOTO U MJIAMIIIIETO BO3pacTa.

HNnsa obecriedeHUsT MaKCUMaIbHO pPaHHEro Havasa
MPOIIECCOB peaduIUTAllNY,/a0uInTAIIN IeTeii-nHBAT -
JIOB C OHKOJIOTUYECKUMU, TEMATOJIOTUIECKUMU U UMMY-
HOJIOTUYECKUMU 3a00JIEBAaHUSIMU TPYIHOTO U MJIAIIIETO
BO3pacTa LeJIeCo00pa3HO BKIIIOYATH JICUEHUE B CIIElUa-
JIM3UPOBAHHOM peadbuauTaurmoHHoM leHTpe JIPHLI PIT
W PEerMOHAJIBHOM IIEHTPE/OTIEICHUN TIPOAODKUTETHHO-
CTbIO He MeHee 14 nHeil ¢ TepruoIMYHOCThIO He pexe 2 pa3
B TOJI.
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MuUHUCTPY 30paBOOXpaHEHUS
Poccuiickoit Deneparnn
CkBopioBoii B.A.

Pe3ontouua Vill MemxperuoianbHoro coseulanus
HayuoHnanbHoro o6uwiecmsa IeMCKUX reMamonoros U OHKONOr 0B
«[lepcnekmuBbl AeMCKOIl reMamonoruu-oHkonoruu:
MynbmupucuunauHapubiii nopxon - 2017»

VIII MexpernonanbHoe coBellanmne HammonaabHOTo
00IIIeCTBa IETCKUX TeMaTo0oroB u oHKoa0roB (HOATO)
«[lepcniekKTUBBI  JETCKOM  IeMaTOJIOTMM-OHKOJIOTUH:
MYJABTUAMCIUATUIMHAPHBIN Ttogxon — 2017» cocTosioch
B Mockse 25—28 masg 2017 . B CoBeniaHuy MpuHSIN y4a-
crue 680 meneratoB, Cpeay KOTOPBIX IJIaBHBIE CITEIIMAIM -
CTBI IETCKME TeMaTOJIOTH-OHKOJIOTH 13 72 pernoHoB Poc-
cuiickoit Denepaliii 1 MPEACTABUTENN CTPaH OJIMKHETO
1 IalbHero 3apyoexbs. B uncne neneraroB CoBemaHus
3aperucTpUpPoOBaHbl 35 TIpeacTaBUTENIeil OOIIECTBEHHBIX
U POIMTEILCKMX OpraHu3aluii, NesTeIbHOCTh KOTOPBIX
cocpeoToYeHa B 00JIACTU JETCKOM reMaToJIOrMU-OHKO-
JIOTHM.

B pamkax 49 cekuuii CoBemaHus OBbLUIO 3aciyllla-
Ho 184 ycTHBIX MOKJIajga, TpeAcTaBlieHo 34 rmocTepa, OT-
paXkalolux COBPEMEHHBbIE TEHAEHIMM B ITMArHOCTUKE
1 JIeYEHU U IETCKUX TeMATOIOTUIECKIX, OHKOIOTUYECKIX
1 UMMYHOJIOTUYECKHUX 3a00JIeBaHMIi, OpraHU3alMOHHbIE
aCTIeKThl MOMOIIM AETSM, peaduIUTAIAI0 U IICUXOJIO0-
rO-COIIMAIbHOE COITPOBOXKACHUE.

K CoBemanuto 661 n3gaH COOpHUK TE3UCOB, BKITIO-
yarommii 128 martepuanon, Karamor LeHTpOB IeTCKOi
reMaToJIoruid M oHkosorun Poccuiickoin Pepepann
u ctpad CHI, xanennapp O6mectBa u «Poccuiickuti Xyp-
HaJI IETCKOM reMaToJIOTuu 1 OoHKostornum» Ne 2 3a 2017 .

B pabore CoBeniaHus NMpUHSAINA y9acTHe MPeaCTaBU-
Tean MuHKCTEPCTBA 3apaBooxpaHeHns Poccuiickoir De-

Jepallvy B JIMIIC TUPEKTOpa AermapTaMeHTa MeIUITMHCKON
TIOMOIIIM JETSIM U CITY>KObI POIOBCIIOMOXKEHUS MUH3Ipa-
Ba Poccum E.H. Baitbapunoii, BcemupHoii opranuzammmn
sapaBooxpaHeHus (BO3) B nuue mpeacraButenss BO3
B Poccuum M. ByitHoBuu m rnaBbl EBpormeiickoro oguca
HenHbeKIIMOHHBIX 3a00neBanuii K. bpena (ITopTyramis).

Coemane HOJII'O KoHcTaTUpPYyeET, 4YTO B pe3yabraTe
npoeneHHoM B 2016 .. MUHUCTEPCTBOM 3ApaBOOXpaHe-
Hus Poccuiickoit Denepariin, negparpaMyd M JETCKU-
MH TeMaToJIOTaMU-OHKOJOTaMu (heaepaibHbIX IIEHTPOB
n cyonekToB Poccuiickoit Deneparun paboThl JOCTHUT-
HYTBHI 3HAUUTEIbHBIC YCIIEXU B AUATHOCTUKE W JICUCHUM
JeTei ¢ TeMaTOJOTUYECKUMI M OHKOJIOTUYECKUMU 3200~
neBaHusIMU B Poccum. PelreHbI BOmpochkl TMAarHOCTUKU
W JIeYCHMST HACJIEACTBEHHBIX 1 IPUOOPETEHHBIX KOATyJIO-
MaTuii, Xeae30AedUIUTHON aHEMUHN U TeMOJUTUYECKUX
aHeMuii, 7 opdaHHBIX TeMaTOJIOTUYECKUX 3a00IeBaHNI,
BHECEHHBIX B cnMcoK MuH3apaBa Poccuu, n moayduim
pa3BUTHE TEXHOJIOTMY MEXIUCIIUIIMHAPHOTO JICUCHUS
OITyXOJIel, TPAaHCIJIAHTAIIMX TEMOITO3THYECKUX CTBOJIO-
BoIX KieTok (TI'CK) m KoHbOpMHOI JydyeBOM Tepamuu
y neteit. [IpomokaioT yIydiaTbes oKa3aTe I BKIUBa-
eMOCTH JIeTel ¢ TeMO00JIacTO3aMU, OITYXOJISIMU LIEHTPAJTb-
HOM HEPBHOM CUCTEMBI U COJUIHBIMU HOBOOOPA30BaHMSI-
mu. [lomyunnu pa3BUTHE HEOHATAIbHAS M TTOAPOCTKOBASI
reMaTOJIOTUSI-OHKOJIOTHSI, peaOUINTAIMsI IeTei, BBI3MIO-
POBEBIIIMX OT paKa.
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CrielinaaM3MpoBaHHAasl MOMOIb NETSIM C TeMaTojI0-
TMYECKUMM U OHKOJOTMYECKHMU 3a00JIEBAHUSIMU OKa-
3bIBAETCS MPEUMYIIIECTBEHHO Ha 0a3ax YUpeKICHUH Tie-
nuatpudeckoro mpobwis (7 denepaabHbIX YIpexKIeHUN
1 59 peruoHaJbHBIX MHOTONPOMUIBHBIX TETCKUX OOJIb-
Hui). B oHKoJlornueckoit ciayxkOe NeTCKUE OTACICHUS
MpencTaBieHbl B 3 (peaepanbHbIX U 7 perMOHaIbHBIX OH-
konornyeckux neHrpax, TI'CK mpoBonmstcs B 3 (dene-
pPaJbHBIX U 3 perMOHAJbHBIX LIEHTPaX MeauaTpUIeCKOro
npopunasa u 1 ¢eaepasbHOM LIEHTPE OHKOJOTMYECKOro
npodpuisa. CucteMHass peadunuTanyst 00JbHBIX, BbI3IO0-
POBEBIIIMX OT paka, OpraHU30BaHa U IIPOBOAMUTCS Ha 6a3e
2 (pegepadbHBIX M 3 perMOHAJNBHBIX YUPEXKICHUN Tean-
arpuyeckoro npoduisa. Takum obpa3om, BeAylIUM Ha-
MpaBJIeHUEM Pa3BUTHSI CIIYKOBI SIBJISIETCS €€ IMOJHOE T1e-
peMelleHe B CUCTeMY JETCKOTO 31paBOOXPAHEHMSI.

Pa3BuTtre crenuanu3upoBaHHON TIOMOIIU JETIM
C reMaToJIOTUIECKMMU 1 OHKOJIOTUYECKMMM 320016 BaHN -
SIMM B CUCTEMeE IETCKOIO 3IPaBOOXPaHEHMS COMPOBOXKIA-
JIOCh YHU(UKALIMEH MPOTOKOJOB TMarHOCTUKU, JIEUCHMS
U JUCIIAHCEPHOTO HAOIIONCHMS IO €IWHBIM KIWHUYE-
CKMM peKoMeHaalusM, 43 13 KOTOPBIX ObLIM 0OCYKIe-
HbI IVIABHBIMM CIIELIMAIMCTaMM CyObekToB Poccuiickoit
®enepaunn, yreepxkiaeHsl HOJAI'O, HaumonanbHOM
MEIUIIMHCKON manatoii 1 MMHUCTePCTBOM 3IpPaBOOX-
panenust Poccuiickoit @enepanun B 2016 1. [1aBHBIE
cneuuanuctel 1 9kcrnepthl HOJTI'O npoBenu pabdoty mno
YTOUYHEHUIO KJIMHUKO-CTAaTUCTUUYECKUX TPYII B JETCKOM
reMaTOJIOTUM-OHKOJIOTMM 1 JeTaau3aluu TapugoB IO
HO30JIOTMYECKUM (popMaM U peaduIuTaluu JETei, BbI3-
JIOPOBEBIIIMX OT paKa.

HOJ/II'O opranuzosaio u rmposeso B 2016 1. 2 oKpyxK-
HBIX U 8§ perMoHaJbHBIX CEMUHApPOB JIsI Bpaueil, B KO-
TOpBIX NIpuHUMaNu ydactue 1200 crienuaiucroB, — Iie-
IIMATPOB, NETCKUX XUPYPrOB M TeMaTOJ0TOB-OHKOJIOTOB,
npounTtaHo 20 nexkuuii Ha [lepBoM MeTMIIMHCKOM KaHa-
ne, «Poccuiickuii XypHaa JEeTCKO reMaTOJOTUM W OH-
KoJioruu» Boliesa B [lepedyeHb BemylIMX MEPUOAMUECKUX
U3JaHui, pekomeHmoBaHHBIX BAK nmng myoaukaimm
MHUCCePTAlMOHHBIX paboT, Ha 6aze HHIILL JATOM um.
Jmutpus PoraueBa opraHn3oBaHa MOCTIUILIOMHAS O~
rOTOBKa KaapoB [jis1 cyobekToB Poccuiickoit Penepann
no 18 cmenmanbHOCTSIM U JUCCEPTALIMOHHBINA COBET IO
cneuuanbHocTaM 14.01.08. — nmeauarpus, 14.01.12 — oH-
kosiorus u 14.01.21 — remarosorus.

B T0 e Bpems CoBelllaHre TJIaBHBIX CIIELIMATIMCTOB —
JIETCKMX OHKOJIOTOB M I'eéMaToJIOroB cyObeKToB Poccuii-
ckoit Denepaliiy 0TMEUaeT COXPAHSIIOIIMECS HEIOCTATKI
CHCTEMbl OpraHM3allMU CIELUATU3UPOBAHHON TMOMOIIKN
JIeTSIM, CBSI3aHHBIE C 3aIePXKKOIl 3aKOHOIATEIbHOIO 00b-
€IMHEHUS CHEHMUAIbHOCTEM — Ieauarpa ¢ NEepBUYHON
crienaau3aluei mo reMaToJorui U JIeTCKOro OHKOJIO-
ra B €IMHYIO CIEIIMaIbHOCTh — NETCKUIl TeMaToI0r-OH-
KOJIOT, UTO COOTBETCTBYET MEXIYHAPOIHBIM CTaHAApPTAM
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W TIPUBEIET K YIOPSIIOYEHUIO MOATOTOBKM, CepTUdUKa-
LIMA U aKKpeAUTALMU CIIeIIMaIMCTOB, YIIPOCTUT CTPYK-
Typy YHOpaBICHUSI CIyXO0O0M, IO3BOJUT IEePEeCMOTPETh
MOPSIIOK OKa3aHMUSl CHEHUATIM3UPOBAHHON IMOMOIIMN
W YCTPAHUT pPa3HOIJIACUSI TIPU YTBEPXKISHUN KIMHUYE-
CKMX PEKOMEHIAINi, METUKO-9KOHOMUYECKUX CTaHIap-
TOB U Tapu(OB KIMHUKO-CTaTUCTUYECKUX rpymil. HoBblit
MOPSIIOK TOKEH BKIIIOYATh OPraHU3allMOHHBIC ITPUHIIU -
bl OKa3aHUsI MIOMOIIU AETSIM C TeMOMUIreil U IPyruMu
HaCJIeICTBEHHBIMU  KOAryJONaTUsIMM, BPOXIEHHBIMU
1 TIPUOOPETEeHHBIMU CUHAPOMAaMM KOCTHOMO3TOBOM He-
JIOCTaTOYHOCTU, Op(aHHBIMM 3a00JEBaHUSIMU, PEKOMEH-
JALIMU IO JUCITaHCEPHOMY HAOMIOACHUIO U peadMIUuTaluu
JeTeil ¢ TOOPOKAYECTBEHHBIMU U 3JI0KaY€CTBEHHBIMU HO-
BOOOPA30BaHUSIMU U TIEPBUYHBIMU UMMYHOIEMDUIIUTAMM,
BKJII0YAsl HOBOPOXKICHHBIX U IMOAPOCTKOB, M OpraHU3all-
OHHBbIE MPUHIIUITLI HOBBIX TeXHOMOornii, Takux Kak TI'CK,
TapreTHas U KOH(OpMHasl JiydeBasi Teparusi, B3auMOeii-
CTBUE C MEXIUCUMIUIMHAPHON XUPYPruen U aHEeCTE3UO-
JIoTMeil M peaHumalueid, MHQPEKIMOHHBIM KOHTPOJEM
(JleyeHre, MOHUTOPUHT 1 TPO(UIaKTUKA MH(PEKIINHI, CBSI-
3aHHBIX C OKa3aHUEM MEIUIIMHCKOI MOMOIIN), COITPOBO-
JUTEbHOI Tepanueil U mpo(UIaKTUKON HeOJaronpusT-
HBIX OTHAJIEHHBIX MTOCIECACTBUI JISUSHUS OOJIbHBIX.

Heobxoaumo yCKOpUTh YTBEPXKIAEHHUE TOpsiaKa Ipo-
Benenust TITCK u nmpuHsaTHE pellieHus Mo OpraHu3alumn
perucTpa 10HOPOB CTBOJIOBBIX KJIETOK.

B pesynsrate 006CcyXaeHus BOIIPOCOB Pa3BUTUSI CITYK-
OBl JeTCKOI remMaTojioruu-oHkosoruu Poccum Cosenna-
HUEM IJIaBHBIX CIIEIIUATMCTOB IIPUHSTO PEIlIeHNUE:

1. TIpocute MuHUCTEPCTBO 3apaBooXpaHeHus: Poc-
cuiickoit Denepaunu:

— BBECTU HOBYIO, COOTBETCTBYIOILYIO MEXXIYHAPOIHBIM
cTaHJapTaM MeIUaTpUIeCKyIo CIIeaIbHOCTh — IETCKUIA
reMaToJI0r-oHKOJIOI BMECTO T'eMaToJiora-eauarpa u IeT-
CKOI0 OHKOJIOra, CYILIECTBYIOIAsl KBaau(uKallroHHAas
XapaKTepUCTUKA KOTOPOTO pa3MbITa M IIPEIIIOIaracT Xu-
PYPTMYECKYIO W JIYYEBYIO MOJArOTOBKY M HU B KO Mepe
HE COOTBETCTBYET peabHOMY COACPKAHMIO CIIEIIUATbHO-
ctu. OcHoBanue — pesomouuu HOAT'O ¢ 2008 r.;

— YTBEPAMUTH IO IPEACTABICHUIO IJIABHOIO CIIelMa-
JIUCTa — Teaudarpa, remaTojiora/oHkosnora u Komuccuu
HOAT'O B uzdbpanHoM Ha CoBelIaHWM COCTaBE HOBBIN
MOPSIIOK OKa3aHWsl CIeLUaIM3UPOBAHHON MOMOIIU Jie-
TSIM C TeMaTOJOTMYECKMMU M OHKOJIOTMYECKUMU 3a00-
JIEBAHUSIMM B3aMEH OOCYXIAeMOTO IMOpsSIIKA OKa3aHUsI
CIIeLMAIM3UPOBAHHON IOMOIIM IETSIM C OHKOJIOIMYe-
CKMMM 3a00JIeBaHUSIMU, TOABEPrIIETOCS CUCTEMHOM
KPUTHUKE CIICLIMATIUCTAMM;

— He JIOIyCKaTh IPUHSITUE U YTBEPXKICHUE OpPraHM-
3alMOHHBIX TOPSIKOB, KIMHMYECKUX PEKOMEHIALIUIA,
KJIMHUKO-9KOHOMMYECKUX CTAaHIApTOB M JeTalli3a-
LMY KJIMHUKO-CTaTUCTUYECKUX TPy 0e3 00CyKIeHMS



M YTBEPXKIEHMSI [JIABHBIMM CIIELIMAIMCTaMU OKPYIOB
n cyonekToB Poccuiickoit Denepannn;

— YTBEpPAMTh Yy4eOHYIO IPOrpamMmy IEperoaroTOBKU
CIIELIMAIMCTOB MEeIUaTPOB, FeMaTOJIOrOB-OHKOJOIOB Ye-
pe3 KJIMHMYECKYIO OpAMHATYPY IO MeAMaTpuu U Iociie-
JIYIOIIYIO IMOATOTOBKY IO reMaTOJIOTMH-0HKOJOTUM Yepe3
MpoJJIeHNEe KIMHUYECKOW OPAMHATYPHI WIKM IIEPBUYHYIO
CIIeLIMAIM3aLIMIO;

— YCKOPUTD YTBEPKACHUE MIPUKa3a O MOPsIIKe ITPOBe-
nenust TITCK u opranuzauuu enuHoro HaimmoHaabHOTo
0aHKa JOHOPOB IE€MOIIO3TUYECKMX CTBOJIOBBIX KIIETOK
B Poccun, BHeceHHoTro akcniepramu HOJIT'O B 2015 1.

2. YTBepauTh pabouyIo IpyIIny IO MTOArOTOBKE MpUKasa
10 pa3paboTKe MOPSIIKA OKa3aHUSI CIIELMAIN3MPOBAHHOM
IOMOIIY JIETSM C TeMATOJOTMYECKUMU U OHKOJIOTMYECKM -
MU 3a00eBaHUAMU B cocTaBe wieHoB HOJT'O u rmaBHBIX
CMEeIUAINCTOB CyOBeKTOB/OKpyroB benoryposoii M.b.;
Bopucosoit M.B. (CD0O), Jlebenea B.B. (OPO), MuH-
kuHoit JI.M. (A®PO), Pymsunesa A.I. (mpe3umeHT
HO/II'O/rnaBHBIf BHEINTATHBIM METCKUI CIELUATUCT
rematosior Munsapasa Poccun), Peickans O.B. (ITDO),
®eyunoii JI.T. (Yp®PO), IOaunoit H.b. (LHPO), FOnyco-
Boii .M. (CK®DO).

3. [MopyuuTts padoueit rpynmne HOAT'O:
— IIOJTOTOBUTH OOBSICHUTEIbHYIO 3aIKMCKY C IMPOEK-
TOM IOpPSIIKA OKa3aHMS CIICLMAIM3MPOBAHHOM MOMOIIN

JIETSIM C TeMaTOJOTUYECKUMU U OHKOJOTMYECKUMU 3200~
JIEBAHUSIMU C YYETOM PEKOMEHIAIIMI IJIABHbIX CIELIMATMCTOB
— 10 7.07.2017 r.;

— HAaIIPaBUTh IIPOEKT ITOPSIKA OKA3aHUS IOMOIIN JETIM
C TeMaTOJOIrMYECKMMU U OHKOJIOTUYECKUMM 3a00JIEBAHUSIMUA
IVIaBHBIM clieLancTaM cyobekToB Poccuiickoit Denepariin

— 10 14.07.2017 &.;

— TIIPOBECTM AaHaJIM3 3aMEYaHul U IIPEIIOXKEHUN
IJIABHBIX CIIELMAIMCTOB U C KOPPEKIMEN TIPEIIOXKEHUIN
¥ 3aMeYaHUi HallpaBUTh MPOEKT Ha pacCMOTpeHre B Mu-
HUCTEPCTBO 3apaBooxpaHeHus Poccuiickoit Denepaunu
1 HaumoHanbHy10 MequIIMHCKYIO ranaty Poccun

— 10 25.08.2017 .

4 IIpoBectn IX MexpernoHaabHOEe COBEIIaHUE
HOATI'O <«J/leTckass reMaTOJOTHUSI-OHKOJIOTHS: MEXINC-
LUIUIMHapHbIe TexHojoruu» B 2018 . B . Cankr-Ile-
TepOypre Ha ©0asze IlepBoro Cankrt-IleTepOyprcko-
ro0 TOCYIapCTBEHHOIO MEIUIIMHCKOIO YHUBEPCUTETa
uM. akan. M.I1. ITaBnoBa (pektop — akagemuk PAH
Barnenko C.®.) u HUU neTckoit reMaToI0rMM, OHKOJIO-
MU U TpaHcruianTojaoruu uMm. P.M. TopbaueBoii (nupek-
Top — npocdeccop AcdanHackeB b.B.).

5. Ilpommute mnomHomouus pykoBoactBa HOJIT'O
(npe3unenTa PymsaHieBa A.I., UCTTIOJTHUTEIBHOTO JUPEK-
topa Bapdonomeepoii C.P.) Ha 2018—2019 rr. [TpoBecTu
BbIOOpHI HOBOTO pykoBoactBa HOJII'O Ha exeromHoii
KoH(pepeHunu B 2020 .

Pe3omonmsa mpuHgTa eAMHOTIACHO U 3aKpericHa 193 moanmmcsIMu CieIMaINCTOB JETCKIX TeMaTOJIOTOB/OHKOJIOTOB.

IIpe3unent HOJTO,

IJIaBHBIM BHEIITATHBIN CHELAAIMCT I€TCKU TeMaTOI0T

Mun3znpasa Poccuu
akagemMuk PAH

Hcnonnurenshblii nupexrop HOATO
npodeccop

OtBetcTBennblii cekperapp HOAT'O
K.M.H.

A.T. PymsiH1IeB

C.P. BapdposomeeBa

S~

K.H. Kupruzos
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MHEeHUEe 3Kchepma

Bonpoc-omBem

s IETCKOU

FTEMATOJIOTMN u OHKOJIOT MU

«BOMPOC-OTBET: MHEHUE 3KCNEPTA~»

Bonpoc

B pamxax pabomot Illkoast o0cyncoasace ungpopmayus
0 cea3u deaeuuu 1-ii Xxpomocomol He MOABKO ¢ Helipodaacmo-
Mmoil, Ho u ¢ aymuzmom. Tax au smo? H ecmo au dpyeue 3a-
boaesanus, ces3annvle ¢ SMum cuHopomom?

Omeem

HccnenoBanuii, TOCBSIIEHHBIX aCCOIIMAIIMN ayTU3Ma
U 3JI0Ka4eCTBEHHBIX HOBooOpaszoBanuii (3HO) y merei,
HeMHoro. Tak, peTpoCIeKTUBHOE MCClIeI0BaH1e, TTPOBe-
neHHoe B YHuBepcuteTe CeBepHoit KaponamHbI 3a iepron
1997—2007 rr. moxasajo, 4TO YacToTa ayTu3Ma y MalleH-
toB co 3HO cocraBuna 1 % (7/702 60abHBIX), UTO COOT-
BETCTBOBAJIO YACTOTE BCTPEYACMOCTHU JAHHOTO COCTOSTHUS
B o61ieit momysiiuu aeteii 8 et (0,65 %, p = 0,35) [1].
[1pu 5TOM ayT3M He OBLJT BBISIBJICH HU Y OAHOTO pebeHKa,
cTpamarolero Heiipooractomoit (HB) (n = 51).

TeM He MeHee B OCJICTHME TOABI ITPOBEICHBI KPYITHBIC
HCCIIeI0BaHMsI, HallpaBJICHHbIC Ha ITOHMMaHUE T'eHEeTH-
YECKMX MEXaHU3MOB, JIEKAIIMX KaK B OCHOBE Pa3BUTHUS
psiia MICUXU4YeCcKNX 3a00JIeBaHMI, BKJIIOYast pacCTpoiicTBa
ayTUCTUYECKOIO CIIeKTpa, TaK U B oCHOBe pa3Butusi Hb.
B xome »TuMX MccienoBaHU BBISIBICHBI JOKYCHI, OTBET-
CTBEHHBIC 32 TTOBBIIIICHHBIN PUCK Pa3BUTHS KaK ayTU3Ma,
Tak 1 HB. [1pu aTOM B psifie caydyaeB OTMEUYEHO, YTO OIUH
U TOT XK€ JIOKYC MOXET MOAU(PUIMPOBATH PUCK (POPMU-
pOBaHUs IBYX YKa3aHHBIX Bblllle 3a00eBaHuii. [locnen-
Hee, B CBOIO o4epellb, OOBSICHSECT BO3MOXKHOE HAIMUME
PacCTPOMCTB ayTUCTUUECKOIO CIEKTpa y YacTU MallMeH-
ToB ¢ Hb.

Tak, moka3zaHo, 4To mejenuu jJokyca 1q21.1 oTer-
CTBEHHBI 3a Pa3BUTHC YaCTU CJydaeB ayTH3Ma M Hapylle-
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CeroaHA Ha Bonpoc yyacTHuKoB | LLKonbl no AUarHoCTUKe u nevenmnio SMOPUOHANbHbBIX
onyxoneil y AeTeii 0TBeYaeT 3aBeayHLLmii OTAeNeHeM KnuHnyeckoi oHkonorun HMILL
JTOWN um. Amutpusa Porauesa, pykoBoauTeNb KOONEpaTMBHOI rpynmbl N0 AUarHOCTMKe
1 neyeruio Heiipobnactombl A.M.H. lenuc OpbeBuy KauaHos.

HUII HEHPOKOTHUTUBHOTO pa3BUTHSI, MUKpolehalnu,
JINIIEBBIX TUCMOPGU3MOB, TAKMX KaK BRICTYHAIOIINIA JT00,
IyOOKO TTOCaxkeHHBIE TJ1a3a M KPYMHBIN HOC, ¥ TIOPOKOB
pasButus [2, 3].

[MapanenabHO C 3TUM NPOBOAUINUCH PAOOTHI IO U3yYe-
HUIO BKJIaJa TeHEeTUYeCKUX (pakTopoB B (hopMUpOBaHUE
HB. Uccnenosarensamu u3 derckoro rocrmrans Puia-
nenwdun (Children’s Hospital of Philadelphia) mox pyko-
BoacTBoM JIxkona Mapuca (John Maris) mHULIMMPOBaHBI
KPYITHBIC HMCCIeAOBaHMSI, OCHOBaHHBIC Ha TEXHOJIOTUM
MOJIHOTEHOMHOTO aHanm3a accoumauuii (Genome-Wide
Association Studies, GWAS), 1isi BbISIBI€HUSI TeHETUYE-
CKMX TIOJMMOP(MU3MOB, TTOBBIIIAOIINX PUCK DPA3BUTHUS
HBbB y nereii. [lokazaHo, 4To ciopaguyeckue HeHacsemd -
cTBeHHbIe ciaydyan HDB SBISIOTCS CIOXHBIM TeHETHYE-
CKMM 3a00JIeBaHMEM, TIPU KOTOPOM IOJIMMOp(U3M psida
aJIiesieil CIrocoOCTBYET OMyX0JIeBOI TpaHchopMaunu [4].
OTMeUYeHO, UTO B OCHOBE ITOBBIIIIEHHOTO PUCKA Pa3BUTHS
HDB moryT nexarb He TOAbKO OAHOHYKJIEOTUAHBIE TTOJIU-
Mopdu3MBI, HO U Bapuaiuu yncia konuit (Copy Number
Variation, CNV). Hb crana nepBbiM 3a0oeBaHuEeM, Ha
npuMepe KOTOPOro ObUIO MOKAa3aHO, YTO FepMUHAIBHBIE
MUKpoaeaeuun B jokyce 1gq21.1 OTBETCTBEHHBI 3a P
CTIOpaaWyecKrX ciydaeB 3a0ojieBaHUs. YIIIyOJeHHBIC
MOJIEKYJISIPHO-TEHETUIECKIE MCCICIOBaHUS TIPOIEMOH-
CTPUpPOBAIM, YTO B JAHHOM JIOKyCE pacIiojaraercsl reH
NBPF23 (Neuroblastoma Breakpoint Family, member 23),
MPY 3TOM TeMU3UTOTHBIE ACJICIIMN PEerMOHa, B KOTOPOM
pacIiosioXeH JaHHBIN I'eH, MOBBIIIAOT pUcK pa3Butus Hb
[4, 5]. BenKoBBIif MPOAYKT JAHHOTO IeHa 3KCIPECCUPYeT-
cs1 peTalbHBIMU KJIeTKaMUu, (POPMUPYIOIIMMU BELIECTBO
TOJIOBHOTO MO3Ta M CUMITATUYECKYIO0 HEPBHYIO CHCTEMY.
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FTEMATOJJIOTVN u OHKOJIOT1HA

TakuM 00pa3oM, yKa3zaHHBbIE BBIIIE JAaHHBIE CBUJE-
TEJLCTBYIOT O TOM, 4YTO naejienus Jiokyca 1q21.1 moBbI-
IIaeT KaK PUCK Pa3BUTHUS PACCTPOUCTB ayTUCTUYECKOTO
cnektpa, Tak 1 HB. OmHako, mo-BuamMoMy, abCOITIOT-
Has 4acTOTa BCTPEYAEMOCTU JAHHOW aCCOLMALIMU Kpaii-
He Hu3Ka. TeM He MeHee B Halllell pakTUKe ObLT Ma-

Borpocy [6].

3 2017

OUEHT paHHETO Bo3pacra ¢ Aeienmeil jgokyca 1q21.1,
noayvyaBluii JedyeHue mo nosoay HbB. bosee moapo6-
HYI0 MHOOPMAIINI0 0 TEHETUUECKOI MpeapacIIoloXeH-
Hoctu K HB yuTtarenu MoryT mojiyuyuTh B HEAABHO BbI-
IIEAIIEN CIIeMaIbHON CTaThe, MOCBAIIEHHOW TaHHOMY
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CmpaHu4Yyka MEUUUHCKOU cecmpbl

s IETCKOU

Beaywaa pybpukn — rnaBHaa meamumHckaa cectpa HMIALL ATOW um. Imutpua Porayesa
Onbra BnagumuposHa lumeHoBa.

TunuyHbie owubKu B pabome MeauYUHCKOU Cecmpbl
U Kak ux usbexamb. Yacmb 2: nekapcmpeHHad mepanus

O.B. IInmeHoBa
OIBY «<HMHUI] JITOU um. Jimumpus Poeauesa» Munzopasa Poccuu; Poccus, 117997, Mockea, ya. Camopor Mawena, 1
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B danHoll cmambe npodoadcaemes: pacckas 00 0Co6eHHOCMAX 6e0eHUst MeOUUUHCKOL cecmpoil NAUUeHMO8 8 KAUHUKe 0emCKOll 2emMamo-
A02UU-OHKOA0UU U O MOM, KAK MOJICHO YAyHuums 3¢ghexmusHocms pabomsi. B mamepuane nokazamvl ocCHOGHble OUWUOKU, CEA3AHHbLIE
¢ npogedeHueM AeKapCmeeHHoU mepanuu, u noopodHo pazodpanst ux npumepsvt. QuiubKU eKAYaOM: MPYOHOCMU Y3HABAHUS, K020A UC-
NOAB3YIOMCS NOXOJCUE YNAKOBKU NeKAPCMBEHHbIX CPeOCE; MPYOHOCMU Y3HABAHUSL, K020a UCNOAb3YIOMCS OAU3KUEe NO 36YHAHUI HA36AHUSL
AEKAPCMBEHHbIX CPeOCm8; HeQOCMAMOK UHGOPMAUUU 0 NeKAPCMBEHHOM cpedcmee; OUWUOKU, CEA3AHHbIE ¢ HENPABUNbHbIM HA3HAYCHUEM
AEeKapCMeeHH020 npenapamd.

Karoueswie caosa: aemu, demckas eemamaonoeusi-oHKoao0eus, Meauuul-tcxue cecmpel, 1eKapCmeerHnasAs mepanus
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Typical mistakes in the work of a nurse and how to avoid them. Part 2: drug therapy

O.V. Pimenova

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

This article continues a story of features of work of nurse with patients in pediatric hematological-oncological hospital and how to improve
results of this work. Most common mistakes of drug therapy represented in this manuscript, detailed examples of such mistakes described.
Mistakes such as difficulties in recognition (when same packages are used), difficulties in recognition (when drugs with the same names used),
lack of information about drug and mistakes with incorrect drug administration are represented in this article.

Key words: children, children’s hematology-oncology, nurses, drug therapy

B maHHOM HOMepe MbI IPOIOJIKAEM pacCMaTpUBaTh * OIIMOKM NPU UIEHTU(UKALIMY MAllUEHTa;
TUMUYHBbIC OIIMOKM B paboTe MEIUIIMHCKON CeCTphbI * OLIMOKM B JIEKApCTBEHHOU Teparnuu;
U cnocoObl uxX mnpenotspaunieHus. HanmomHio, B 11ey10M * TeXHUYECKUE OLIMOKU;
B pab0OTe MEIULIMHCKOM CECTPhI MOXKHO BBIACIUTD CIIEIY- * HapylIeHWE STUKU U JCOHTOJIOTUU.
IOLIME TPYIIbI OIINOOK: CeronHst Mbl PACCMOTPUM OLLUMOKHU, CBSI3aHHBIE C Jie-
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HOAro

KapcTBeHHON Tepamnueil. [Ipobiema ommboOK B JieKap-
CTBEHHOM Tepanuy TMOTHMMAJIach HEOMHOKpaTHO [1, 2].
OmumbKM B Ha3HAYEHWW, BBEJACHUW, XPAaHEHWUU JieKap-
CTBEHHBIX TIPETNIapaToB MOTYT TPUBECTU K JIETATLHOMY
ucxomy. JlokazaTesbcTBOM 3TOMY SIBJISIETCS] TIPUIJIOXKEHUE
«[TaMgTKa MEAUIIMHCKOMY PAOOTHUKY IO XPAHEHWUIO Jie-
KapcTB B OTIEJICHUSIX JIeUeOHO-TTPOMIIAKTUISCKUX yU-
pexaeHuit» K mpukady MunsapaBa PCOCP ot 17.09.1976
No 471 «O HeymnoBIETBOPUTEIHLHOM XpaHEHUM MeIuKa-
MEHTOB U CJIydyae OTPaBJICHUS JeTei B IETCKOW OOJIbHULIE
Ne 3 . SIpocnasnsi». B mamsiTke OBITM YyCTAaHOBJIEHBI TPE-
0oBaHUSI K XpaHEHUIO HEKOTOPBIX TPYIII JIEKAPCTBEHHBIX
CPENCTB W U3/ METUITMHCKOTO HazHaueHus. JlaHHbIe
TpeOOBaHUST PETIAMEHTUPYIOTCS U JAPYTUMU HOPMATHUB-
HBIMM JOKYMeHTaMu. HecMOTpst Ha 3TO B CpelcTBax Mac-
CcOoBOll MH(pOpPMAIIMM HEOTHOKPATHO MOXHO YCIIBIIIATh
0 TaKMX oImmoOKax [3].

B ocHOBe G0JBIIMHCTBA OLIMOOK JIEKAPCTBEHHOM Te-
paruu Jiexar clieyronme (hakTopsbl:

* TPYIHOCTU y3HABaHUSI, KOTJA UCITOTBb3YIOTCS TIOXO-
JK1E YITaKOBKU JIEKAPCTBEHHBIX CPEJICTB;

* TPYAHOCTU Y3HABAHUsI, KOT/IA UCTIOJIB3YIOTCS OJIN3-
KUe TI0 3By4aHUI0 Ha3BaHUsI JIEKAPCTBEHHBIX CPEJICTB;

* HEJ0CTaTOK MH(OpPMAINKU O JIEKApCTBEHHOM Cpe/l-
CTBE;

* ONIIMOKM, CBSI3aHHBIE C HETTPABWJIBHBIM Ha3HAYCHU -
€M JIEKapCTBEeHHOTO TIperapara.

Pazbepem ux noapolOHee.

Tpyonocmu ysnaeanus aexapcmeenHozo npenapama,
KOT/Ia WCITOJTb3YIOTCS TIOXOXWE YITaKOBKU JIEKAPCTBEH-
HBIX CPEICTB, HO C pa3HOU KOHIIEHTpaluei (puc. 1-5).

Puc. 1. Jlunesonud (3usoxc) pacmeop 0as ungysuii 200 me/ 100 ma u 600 me/
300 ma
Fig. 1. Linezolid (Zivox) infusion solution 200 mg/ 100 ml and 600 mg/300 ml

TEMATOJIOTMM u OHKOJIOT MU

Puc. 2. noxosa 5 % — 500 mau 10 % — 500 ma

Fig. 2. Glucose 5 % 500 ml and 10 % 500 ml

T WL

Baxter

[
'Xonokcau0,5r
Heocpaman

1 pnakon

TlogolioK AR AP OT08AEHHA pacTaopa
AnR gy

MR
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| Xonokcan 1,01 XONOKCAH 2,01
| igoctamin Mochamna
1 dnaKoH 1 ¢naxon
Tl Mopowsoe V“mpa
AAR MHGY MR ANR WHY3IN
§7413re II 2! i Msml‘o ZMM

Puc. 3. Upocpamud (Xorokcan) 0,52; 1,02 u 2,02

Fig. 3. Ifosfamide (Holoxan) 0.5g; 1.0gand 2.0g

Ec;—.

Mg}af;éxcm -
3b6ese.

MeToTpekcar —
D6eBe

5000 mr

K ana
RRHFOTORMBHWE pacTaopa
A wrbyawa
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Puc. 4. Memomperxcam 5000 me, 500 me u 50 me
Fig. 4. Methotrexate 5000 mg, 500 mg and 50 mg
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Temo3sonomua-Tesa | Temo3onomup-Tesa
TeMO30NOMKHA TEMO30NOMKUA Auﬁpose“e
Kancynsl Kancynet ﬁ CWPOMN
Mr Mr
QNS NPHEMA BHYTPb ANA NPUEMA BHYTPb

Puc. 5. Temoszonomud — kancyawt no 100 me u no 20 me, Ambpobene — cupon
u pacmeop

Fig. 5. Temozolomide — capsules of 100 mg and 20 mg each, Ambrobene —
syrup and solution

Tpyonocmu y3nasanus .aeKapcmeeHHo20 npenapamada,
KOT/Ia MCIOJIB3YIOTCS OJIM3KUE IO 3ByYaHMIO Ha3BaHMS
JIEKapCTBEHHBIX CPECTB (puc. 6).

—_— A0 —
e H A Cowamas’

KANbUMS XNoPUA

[ KANUA Xnopua

Tl o e Rt S ThOA B4 e 0 WM
LT T

O === I

i KANbLWA TNIOKOHAT

L e e e 30
Tema 10 pueryn

== I

Puc. 6. Kaaus xaopud u kasvyus entokonam (cxoxcue ynaKkoexu), Kaniblyus
XA0pU0 u Kanus xa0pud (cxoducue Ha36anus U CMuab HANUCAHUS)

Fig. 6. Potassium chloride and calcium gluconate (similar packaging),
calcium chloride and potassium chloride (similar names and style of writing)

Lt
@ theeummo &

Bo nzb6ekanue ommbdoK HeoOXOIMMO COOIIOAATh OUeHb
IIPOCTBIC TPEOOBAHMS JIEKAPCTBCHHOM OE30ITaCHOCTH:

- IPOBEPSATEe HANMNNCh HAa 3TUKETKE YITAKOBKH, KOT/Ia
OHa OepeTcsT U3 MKadurKa ¢ JISKApCTBEHHBIMHU TIpeTiapa-
TaMU;

- IIpOBepsIiiTe HAOITICh Ha aMITyJIe TIepel TeM, KaK Ha-
OpaTh JIeKapCTBEHHEIN TIpeITapar B IITTPUII;

- TIPOBEPSIATE TO3MPOBKY JICKAPCTBEHHOTO TIpeIiapara
B JINCTE HAa3HAYEHMUS;

- TIPOBEPSIATE TO3MPOBKY JIECKAPCTBEHHOTO TIpeIiapara
Ha yIaKOBKE M.1 WU Me,

- JIEKapCTBEHHBIC TIPEIIapaThl B MTOXOXMUX yIaKOBKaX
HEOOXOAMMO XpaHUTh Ha pa3HBIX ITOJIKAX.
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Hedocmamox unghopmauuu o aexapcmeennom cpeocmee

Bo usbexcanue owubox HeobXodumo cobardams 04eHb
npocmoe mpebosanue  AEKAPCMEEHHOU  Oe30NACHOCMU:
KATETOPMUYECKHU 3aIlpellleHO MCIT0Ib30BaTh JIEKAPCTBEH-
Hble Iperaparbl ¢ HEIOCTATKOM MH(OpMALMU O HUX,
3aIpelleHo IeperBaHue (IepechilaHue) JIEKapCTBEH-
HBIX IIPENapaToB U3 OJHOM eMKOCTHU B Apyryio (puc. 7).

Onucanue npenapama Ha UHOCMPAHHOM A3blKe

Ilpenapam 6e3 nazéanus

3

Hukoeda ne Ha6upamb 6 IOMOK Wnpuubl ¢ UH6EeKUUOHHbIMU
pacmeopamu ons PA3HbIX NAYUEHMOo8 00HOBPEeMEHHO

Puc. 7. Hedocmamok ungopmayuu o rekapcmeeHHom cpedcmee
Fig. 7. Lack of information about the drug
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Hauboaee pacnpocmpanennoii owmuokoi meouyunckux ce-
cmep A645€mcst HeNPasuUAbHOe 66e0eHUe NPenapama:

- IIEPCOHAJT BBOAUT HE TOT MEAUKAMEHT;

- IIEPCOHAJI BBOAUT MEIUKAMEHT HE TOMY IALIMEHTY;

- TIepCOHAJT OIITMOAaeTCs B 103¢;

- IEPCOHAJT HENTPABUJILHO IIPOBOIUT BBeIEHUE (HE TOT
CITI0CO0 BBEIEHMS, CKOPOCTD BBEIEHMSI, BpEMSI BBEICHMSI );

- OTCYTCTBYET HEOOXOMMMbI KOHTPOJIb, CBSI3aHHBII
¢ MpUEMOM TIperiapaTa.

Bo usbexcanue owubox Heobxooumo codarwdamos o4eHs
npocmole mpedo8anus AeKapcmeeHHoll 0e30NaACHOCIU

- IOCJie TOJY4YeHHUsl JIMCTa BpadyeOHbIX Ha3HAYCHMUIA
HEOOXOJUMO IPOBECTU CBEPKY HAa3HAYEHUI C JIeYalluM

TEMATOJIOTMM u OHKOJIOT MU

(IexXypHbIM) BpauyoM: OOCyIUTE BCE HAa3HAUCHUS, 3a1aiiTe
BOTIPOCHI, ybedumecs, 4mo 6am 6ce NOHANHO;

- CIIPOCHUTE y Bpaua, ecJii He YBEPEHBI B 3aTTUCH U/ WII
pa3BeeHUU JIEKAPCTBEHHOTO Mpenapara;

- UACHTUGDULUPYITE MALUEeHTA;

- TIPY BO3HUKHOBEHUY COMHEHUI B MPOLIECCE BBITOJ-
HEHWS BpauyeOHbIX HA3HAUYCHUI ocmanosumecs U ellie pa3
MPOBEPHTE HA3HAYCHUE;

- BO BpeMsI U TTOCJI€ BBEICHUSI JIEKAPCTBEHHOTO Tpera-
paTa KOHTPOJUPYITe CaMOYyBCTBUE MTAIIUEHTA.

Ecimm BBI OHSIN, 9YTO COBEPIIAIH OIMAOKY, COOOIIHTE 00
3TOM Jievyalemy (Je:KypHoMYy) Bpady B TOT MOMEHT, KOT/1a Bbl
3T0 0CO3HAJIM. DTO MOXKET CACTH JKU3Hb MAIUEHTY.
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'OIBY «<HMHUI] JITOU um. Jimumpus Poeavesa» Murnzdpaea Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1;
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Review of the article by M. Stenger
“Decreasing but still elevated risk for subsequent neoplasms in survivors of childhood cancers”

K. M. Fateev'?, A.V. Nechesnyuk’

'Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia; *National Research Nuclear University MEPhI (Moscow Engineering Physics Institute);
31 Kashirskoe shosse, Moscow, 115409, Russia

B nocneaHue necsaTuaeTUsI COBEPLICHCTBYIOTCS TOM-
XOJIbl B KOMOMHHUPOBAHHOM M KOMILJIEKCHOM JICUEHUMU Ta-
LIMEHTOB JIE€TCKOI'0 BO3pacTa C OHKOJOTUYECKOM MaToI0-
rueii. TTosBasIIOTCS HOBBIEC J€KapCTBEHHBIE MpernapaThl,
COBEPILEHCTBYIOTCSI XMPYpPruyeckrue TeXHOJIOTUH, JIyye-
Basl Tepanus peaqnu3yeTcsi Ha KaYeCTBEHHO HOBOM YpPOB-
He. DTOo, B CBOIO 0UYEPEab, CHUXKAET CMEPTHOCTb OOJIbHBIX
OT 3TOi Ipo3HO# maTosoruu. [Ipu 3TOM yBeIMUMBaETCS
JIOJIS1 BHI3MOPOBEBILIMX MAlIMEHTOB, YBEJIUYMBAIOTCS CPO-
KM HabMoaeHus 3a HUMU (puc. 1).

OnHa u3 HauboJsiee BEPOSITHBIX MTPUUMH CMEPTH TOCIIe
U3JI€YEHMST OT OITyXOJIM — 3TO BTOPUYHBIE OITyX0Ju (puC. 2).

* Onybauxosana ¢ PXKJ[TuO Ne 23a 2017 e.
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B peTpocreKTMUBHOM MYyJIBTULIEHTPOBOM KOTOPTHOM
uccaeaoBaHuu, onyoarnkoBanHoM B JAMA [3], aBTopbI
00HapYXWJIM, YTO PUCK Pa3BUTHSI BTOPUYHBIX OITyXO-
Jeit B 1990-x rogax cHU3WJICS MO cpaBHeHUIO ¢ 1970-mu
rogamMu. ABTOPHI CTaTbU IJIaBHBIM 00pa30M CChIIAIOTCS
Ha yMEHbIIEHUEe TepaleBTUYECKUX 103 00IyYeHUs Ia-
LUEeHTOB. B nTaHHOM 00CYXI€HUU MBI XOTUM T10Ka3aTh,
4TO CYLIECTBYIOT M Apyrue (axropbl, BIMSIOLIME Ha
PMCK BO3HUKHOBEHHUSI BTOPUYHBIX omyxoJjieii. [Ipexie
BCEro, 3TO 00beM OOJYyYeHUS M METOOUKMU JIeUeHUs,
a TakXe COBEpPIICHCTBOBaHME OOOpPYIOBaHMS JUIS
paauoTeparmu.
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== Mortality

Average Annual Rate per Million

0
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Puc. 1. Kpusas 3abonesaemocmu u cmepmnocmu 6cex 0emcKux OHKO0A0U-
ueckux 3abonesanuii 0 auy maaouie 20 aem, 045 MYICHUH U HCEHULUH 8CEX
pac, Habaodaemvix Ha meppumopuu CIIA [1]

Fig. 1. The incidence and mortality rate of all childhood cancers for persons
under 20, for men and women of all races observed in the United States [ 1]

Tak, coBepllIeHCTBOBaHUE MPOrpaMM KOMIUIEKCHOTO
JnedeHus1 TUMGoMbl XOIXKUHA (YMEeHblIeHe 00beMOB
00JIy4eHUs C PaIUKaJIbHOM MTPOTPAMMBI, T. €. OOIy4eHMS
BCEX num@arnyeckux KOJJIEKTOPOB, 10 OOJydeHUsI
TOJIBKO TTOPaKEHHBIX JIMM(PATUISCKUX KOJUIEKTOPOB MJIN
JUMGATUIECKUX Y3JI0B) 3HAYMMO YMEHBIIMIIO BEpOSIT-
HOCTb BO3HUKHOBEHMST BTOPUYHBIX OIYXO0JIE MOJIOYHBIX
JKeJle3 y XKeHILUH [4].

B wuccienoBaHusIXx, B KOTOPBIX COOOIIAJIOCH O Me-
CTOHAXOXJACHUM BTOPUYHBIX OITYyXOJICH IO OTHOILIECHUIO
K TIOJISIM JiedeHusI, 65 % BTOPUYHBIX OIMyXOJield HaXOmIu-
JIUCh BHYTPH T10JIsI U3JTydeHMs, a 0KoJio 20 % Obliu oOHa-
pPYXeHBI Ha ero rpaHuiie. B 1esomM ObUIO OTMEYEHO, YTO
JIMILb HEOOJIBIIOK IPOIEHT BTOPUYHBIX OIYXOJiei ObLI
oTAajeH OT 00JydyeHHOro oobema [5].

BoJIbIIMHCTBO MCCIeIOBaHUIA OCHOBAaHbI Ha OIIBITE
JIeYeHUs MalKWeHTOB, MpoBeaeHHoro ao 1990-x romos.
3a Tpolle/liee ¢ TeX Mop BpeMsT TakKxKe MHOTOe U3MEHH-
JIOCh B TEXHOJIOTUSIX TOABEACHUS J03bl. ATaparypa sl
npoBeaeHus JydeBoi Tepanuu ¢ 1990-x rogos nepelnnia
Ha KavyeCTBEHHO HOBBIN ypoBeHb. [Ipu dopMupoBaHuun
MMy4YKOB CBUHLIOBBIMU OJIOKaMU 034 MOJ HUMU TOCTUraia
20 % ot npeanucanHoii. B 2000-¢ roasl pa3BUTUE CPEICTB
KOJIJTMMALIMK TTO3BOJIMJIO COKPATUTh 103y 3a IpeneiamMu
nosst 10 1,3 % [6]. CoBpeMeHHbIe MEIUIIMHCKIE YCKOPH -
TeJr 000pYAYIOTCS KOUTMMaTopaMu, KOTOPbIE MO3BOJISI-
10T TIPOBOAUTH OJHOPOIHOE OOJIyUYEHHME OITYyXOJIM M IPO-
mmyckaioT okosio 0,3 % mo3bl 3a mpeaesibl JIe4eOHOTo OIS
U MUHUMU3UPYIOT BKJIAJ OT pacCESTHHOIO U3aydeHus [7].

VYMmeHblIeHUe 00beMa, MoJyJyalouero 00JbLIYIO 103y,
JIOCTUTAETCS 3a CUET YIYYIIeHHUST BUyaIu3alliK OITyXOJIH,
BHEJIPEHUSI JIy4eBOIi Tepariy ¢ KOHTPOJIEM U300pakeHHs
onyxoiau (IGRT), meToauk oOiydyeHMUsI ¢ MOIYJSILIMEN
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Puc. 2. Cogoxynnas cmepmnocmo nayueHmog ¢ OHK0A0UHeCKUMU 3a001e-
BaHUAMU U3-3a peyudusa paxa (recurrence of cancer), 6MOPUHHbIX ONYX0-
sell (second malignancy), cepoeunoii 6ore3nu (cardiac disease), neeouHoii
obonesnu (pulmonary disease), enewnux npuuun (external causes) u eécex
dpyeux npuuun (other causes) [2]

Fig. 2. Cumulative mortality of patients with cancer due to recurrence of
cancer, second malignancy, cardiac disease, pulmonary disease, external
causes and all other causes [2]

uHteHcuBHocTU u3nydyeHus (IMRT, VMAT), Bxkitouas
TOMOTEpAIIHIO, a TAKXKE 00JIydeHUEe TPOTOHHBIM ITyYKOM.

Hogble MeToauku obmydeHus: (poTOHAMU Ha JTUHEMHBIX
YCKOPUTEJISIX MPEIIOoJIaraloT yBeIMYeHUe KOJMYECTBa IMO-
JIeil U B HEKOTOPBIX CIIyYasix YBEeJIMUEHUE KOJMYECTBA MO-
HUTOpHBIX eauHull, Harnpumep npu IMRT. Coo6iuanocs,
YTO PHMCK Pa3BUTHSI BTOPUYHBIX OITyXOJICil IOBBIIIAETCS
C YBEJIMYEHUEM WHTErPaIbHOM JO3bI, JAPYTUM SI3bIKOM —
C YBEJIMYEHUEM 3HEPIrMU MOHM3UPYIOIIETO U3Ty4eHUsI, T1e-
penanHoro Teny [8—10]. MHorue aBTopbl OKa3aiu, 4To yBe-
JIMYEHYE YKCIa TI0JIeld He YBEeIMYMBAeT MHTETPAIbHYIO 103Y.
W.D. D’Souza et al. [11] cpaBHWIN UHTETPaIbHYIO 103y 151
HopMaJibHo (310poBoit) TKaHu (UJIHT) nist KoHpopMHBIX
TUIAaHOB ¢ 2, 4, 8, 12, 36 KoMIUTaHAPHBIMY ITy9KaMU, NMEI0-
LIMMU OJTHY M TY K€ UHTerpaJIbHYIO 103y [UIs OIyxoJi. BHe
3aBUCUMOCTH OT KoJindecTBa ImyykoB pa3opoc B MIHT co-
CTaBJIsUT MeHee S5 %. ABTOPBI YKa3bIBalOT Ha TO, YTO YMEHb-
[IeHUue 00beMa MUIIEHHM (HallpUMep, YMEHBIIIEHUE OTCTY-
OB OT KJIMHUYECKOTO 00beMa) IPUBOIUT K BbIPAKEHHOMY
cHmkenuo MJAHT. U. Hermanto et al. [12] BbisiBUIM, 4TO
MHTeTpajbHast 103a yMeHbIIach Ha 7—10 % ¢ moMOILIbIo
IMRT 1o cpaBHEHMIO ¢ TPEXMEPHOIT KOH(POPMHOI TyueBOi
Teparnueil JUIST TJIMOM ¢ BBICOKMM PMCKOM METacTa3upoBa-
HMSI C SKBUBAJICHTHBIM OXBAaTOM MUIIEHU Y YMEHBILIINCh
JI03bI 1J11 HOPMaJIbHBIX TKaHeil 0e3 3HaYUTeTbHOIO YBEJIU -
yeHus1 oobeMa, nojrydatouiero o3y 0,5—5 Ip.

H. Aoyama et al. [13] cpaBHWIM 7 KOH(MOPMHBIX
IUIAHOB C MACHTUYHO PACITOJIOKEHHBIMU ITydKaMU WJIA
IMRT-mranoB ¢ mraHamMu TomMoTepanuu (Accuray) st
cllydasl mpocTaThbl U OOHapyxXuiu, 4yto pazopoc MIHT
cocTaBJIsul He 6osiee S % Misi BceX 3 METOUK.
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BeiTyer MHeHMe, 4TO OOJydeHME TPOTOHAMM T10-
3BOJISIET MCKIIOYUTh PUCK BTOPUYHBIX OIyXOJel, HO
uccienoBanue, nposeaeHHoe C.S. Chung et al. [14]
MPOEMOHCTPUpPOBaIo MHoe. be3ycioBHO, oOmydeHuUe
MPOTOHAMU MO CPaBHEHUIO ¢ OOJydyeHUeM (OTOHAMU
UMeeT psii mpenuMylinects. OCHOBHOE — 9TO YMEHBIIIEHHUE
JTO3BI Ha 370POBBIE TKAHW BOKPYT MUIIIEHU 1O CpaBHE-
HUIO C aHAJIOTUYHBIM O0JTlydeHUEM MUIIIEHN (DOTOHAMMU.
DTO Takke BIUSIET Ha BEPOSITHOCTb OOpa3oBaHUS BTO-
pUYHBIX omyxoJieil. MccnenoBaTenu MpeACcTaBUIN CpaB-
HEHUE BEPOSITHOCTE MOJTy4eHUST BTOPUUHBIX OTTyXOJei
y 558 mauueHTOB, MOJYYUBIIUX TEPANTUIO TPOTOHHBIMU
myykaMu, U 558 MaluMEeHTOB, MOJYYUBIIUX TEPaNUIo
nmyykaMu (GpoToHOB. BTopuuHbie omyxoan oOHapy>KeHbI
y 5,2 % 60bHBIX, MPOJICYCHHBIX HA MPOTOHHBIX MTyYKaXx,
poTuB 7,5 % MalmeHToB, MPOJICYEHHBIX Ha (DOTOHHBIX

FTEMATOJIOTMN u OHKOJIOT MU

nyukax. CpegHee BpeMsI IOCJIEC OOJYyIeHUST 10 BO3HUK-
HOBEHMSI BTOPMYHBIX HOBOOOpa3oBaHUii — 6,7 roma
rmocJjie MpOTOHHO# Tepanuu u 6,0 roma mocie Tepanuu
¢oroHamu. Takum oOpazoM, oOJyuyeHUE TPOTOHAMU
YMEHBIIIaeT PUCK BO3HUKHOBEHMSI BTOPUYHBIX OITYXO-
JIeil, HO He SIBJISIETCSI METOIUKOM, KOTOpPAasT TTOTHOCTHIO
HMCKITIOYAET 3Ty BEPOSITHOCTD.

B HacTosmIee BpeMs TTOSBUINCH BO3MOXHOCTH MEXK-
IYHAPOIHBIX MCCIICIOBAHWI, OCHOBAaHHBIX Ha aHAJIM3aX
TUTAHOB TIPOBEACHHOTO OOJIyUeHUs MAIlMeHTOB, XpaHS-
IIUXCSI B KIMHWUKAX W CICIUAIN3UPOBAHHEBIX IIEHTpax
B 2JICKTpOHHOM (popmate. 1T BEIICHCHMST JOCTOBEPHBIX
3aBHCHUMOCTE BOBHUKHOBCHUS BTOPUYHBIX OITYXOJICIt OT
BCEBO3MOXHBIX (PAaKTOPOB HEOOXOIUMO TTPOIOJIKATH Ha-
OtofneHue 3a OOTBHBIMU M COOUPATH TaHHBIE IS TTOCIe-
QyIoIIel TIAaTeTbHON UX 00pabOTKH.

3 2017 11
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Clinical case of development of pleuropulmonary blastoma I type with transformation into type II in a child of 2.5 years

T.V. Sergeeva, D.Yu. Kachanov, T.V. Shamanskaya, A.P. Shcherbakov, G.V. Tereshchenko, N.N. Merkulov,
S.R. Talypov, V.Yu. Roshchin, D.M. Konovalov, S.R. Varfolomeeva

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

IIneBponyabmoHanbHas Onactoma (ITITB) — peako
BCTpeyalolleecsl 3J10KaueCTBEHHOE HOBOOOpa3oBaHUE
paHHero nerckoro Bo3pacTta. I1I1b BcTpevaeTcs mpeumy-
LIECTBEHHO y IeTell B Bo3pacTe 10 6 jieT [1, 2]. Pasnuuaior
3 'UCTOJIOTUYECKUX TUTIA OITyXOJIM: KUCTO3HbIH (I/Ir Tn),
kuctozHo-conuanbiit (I1 Tumn), conuansiii (111 Tun) [1, 2].
IMonxonsl K Tepanuu 3aBUCIT OT TUCTOJIOTUYECKOTO TUIIA
U BKJIIOYAIOT XUPYPrUUYECKOe BMEIIaTeIbCTBO, HEOalb-
IOBaHTHYIO/abloBaHTHYIO ToymmxumMuotepanuio (ITXT)
U B HEKOTOPBIX CIIydasix JiydyeBylo Tepanuio. Hecmotpst Ha
yeTkoe rucroyiornyeckoe paznuuue turos I1I1B, onpene-
JISTIo1Iee MPOrHO3 U 00beM Teparu, CyIIeCTBYET BOZMOXK-
HOCTb TpaHC(OpMallMi OIHOTO THUCTOJOTMYECKOTO TUIa
B Apyroil. B gaHHOI cTaThe MpeAcTaBlieH KIMHUYECKUA
ciyyait passutus II1b I Tuna ¢ Tpancdopmanueit B v I1
y pebeHKa 2,5 et mosydasiiero teparmio B PI'BY «HHIIL]
JAT'ON um. Imutpust PoraueBa» Munzapasa Poccuu.

Knnnuveckuii coryvaid

Jlesouka 2,5 eoda, nocmynuaia 6 cmauuoHap no mecmy
ACUMENCMBA ¢ KAUHUKOLU CHOHMAHH020 nHeeMomopokca. Ha
0030pHOI penmeenoepamme opeanos epyonoil kaemxu (OIK)
8 1e6OM Ne2KOM (NpAMAs NPOeKUUs) ObLIO BbI6AEHO MACCUB-
Hoe KUCmo3Hoe 00paszosanue, binoaHsiouee 2/3 obsema ne-
8020 2eMOMOpPAKca U 1e80CMOPOHHULL NHeemomopakc (puc. 1).
Ilocae nposedenus komnvromeproit momoepaguu (KT) OT'K
0bL10 nNOOMEepICcOeHo Halu4ue 8 1e6OM eMUumopakce 00vem-
H020 00pa308anus, KOMopoe pacnpocmpaHsnoch, 6eposmHee
6ce20, U3 HUdICHell 004U, NPedcmasieHHoe NpeumyulecneeH-
HO KUCMO3HbIM KOMNOHEHMOM, 00uwum obeemom 487 cm’
(puc. 2). Obpazosanue npedcmasasing co00i MHOICECIBO G03-
JyuwHbIX KUCm, pazodeseHHbIXMencoy coO0 MOHKUMUCEnMamu,
a maksice MUHUMANbHOE KOAUYeCMB0 MACKOMKAHHO20 KOMNO-
HeHma 6 NPoeKuUU ceeMeHmo8 HUdICHell 00U 186020 Ne2K020.

Coxpaﬁuewaﬂc;l Hacms NAPEeHXUMbL 1€6020 N1€2K020 Haxoou-
/1d4cb 8 HACMUHUHOM KOMNPEeCCUOHHOM ameseKkmase.

Puc. 1. Penmeenoepamma OI'K 6 npamoii npoexyuu. B resom eemomopaice
onpedensemes MaccusHoe KUcmo3sHoe o06pazosarie, cyomomanbHo 8bIN0AHM-
touyee gecb cemomoparc. Tlomumo Kucmo3Hoeo 06pazosanus euzyasusupyem-
cs1 nHeeMomopakc (YKazaum cmpenxoii)

Fig. 1. Roentgenogram of chest organs in a direct projection. In the left
hemothorax, a massive cystic formation is determined, subtotally performing
the entire hemothorax. In addition to cystic education, a pneumothorax is

visualized (indicated by an arrow)
‘ ;i
‘

Puc. 2. Myavmucnupasvnas KT (MCKT) OIK. Koponanvnas npoexyus,
6enosnas paza ckanuposanus. Hudichas doas npedcmaenena maccugHwim
NOAUKUCIMO3HBIM 00pazoseanuem (YKA3ano cmpeaxoil), 80kpye 00pazoeanus
€80000HbII 6030YX 6 nAesparvholl nosocmu (nHeemomopakc). Coxpanennas
4acmo NAPEHXUMbL 1€6020 N€2K020 KOANAOUPOBAHa (YKA3aHO CMPeaKoil)

Fig. 2. Multispiral CT (MSCT) of chest organs. Coronal projection, venous
scan phase. The lower part is represented by a massive polycystic formation
(indicated by an arrow), around the formation of free air in the pleural cavity
(pneumothorax). The preserved part of the parenchyma of the left lung is
collapsed (indicated by an arrow)
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bbL10o nposedeno onepamueroe emeuamenscmeo 8 00s-
eme mopakomomuu caeea, yodieHue H08000pA306aHUS
U pesekuyusi HudicHell doau neeoeo neekoeo. Tucmonoeuueckoe
3aKAI0HeHUe N0 MECMY JCUMENbCEa — 2aMapmoma Ae2Ko-
20. Tucmonoeuueckue npenapamol He OblAU NepecMompeHbl
6 pegpepenc-yenmpe. Ilo 0aHHbIM KOHMPOALHOU PeHMeeHO-
epachuu OI'K na momenm evinucku u3z cmayuoHapa OaHHbIX
3a Haauuue O00NOAHUMENbHOR0 NAMOA0UMECK020 00pa3o-
8aHUsL, a4 MAKIICe 04A2080-UHPUABIMPAMUBHOL NAMOA0UU
He 0bL10 8bisieaeHo. Pebenok Obin ocmaegnen nod ounamute-
ckum Habawodenuem. O0Hako uepesz 6 mec nocie onepayuu
ommeueHo yxyouienue ooujeeo coCmosiHus 8 gude nosiAeHus
o0biuiKu 6 nokoe, pedkoeo cyxoeo kauias. Ilo dannvim penm-
eenoepapuu OIK 6vi10 6vis161€HO MomanvHoe 3amemHenue
16020 neekoeo (puc. 3). Pebenok nocmynun é cmayuounap no
Mecmy JHcumenbcmea ¢ KAUHUKOU OblXxameavbHol u cepoeu-
Ho-cocyducmoii Hedocmamournocmu. Ha KT OI'K ommeue-
HO 00BeMHOe 00pa308anue KUCMO3HO-COAUOHOL CMPYKMY-
pol n1e6oeo eemumopakca oduum obsemom 749 cm’. Ilocae
npoeedenuss KOHMpACMUPOGAHUS OMMEUAN0Ch AKMUBHOE
HaKonaeHue KOHMpPACMHO20 Npenapama COAUOHbIM KOM-
noxwewmom (epaduenm xoumpacmuposanusi bonree 45 HU).
Obpawano Ha cebsi 6HUMAHUE PACNOAONCEHUE COAUOHOZ0
Komnonenma 0oavie no nepughepuu 00pazo06anus, KOmo-
poe cmewano cpedocmenue 6npago U pacnpocmpansiiocs 3a
CpPeOHIor AUHUI0 epyoHoll nosocmu. JlocmosepHo oughgepen-
YUposams CMeHKy Namoa02u4ecko20 00pa3oeanusi Om nepu-
Kapda 66110 3ampyOHUMENbHO, HeAb3sl UCKAIOHUMb UHBA3ZUIO.
Bozdywnoii ocmanace moavko uacme gepxweii 001U 16020
aeekoeo. Ilapenxuma npagoeo neekoeo 6 nNPUKOPHEBOll 30He
0bL1a 8 YACMUYHOM KOMNPECCUOHHOM amenekmase.

Puc. 3. a — penmeenocpamma OIK 6 npsamoii npoexyuu. B reeom eemomo-
pakce maccugroe 20Mo2eHHoe 00paszosarie, 8binoaHsAIOUWee eecb 00vem. Bos-
OYUIHOCMb COXPAHAEMCS 8 8epXHell 00ae 188020 1e2K020 (YKA3AHO CPenKoil).
Onpedensemcs cmeujenue cpedocmenus: U mpaxeu 6npaso (YKasamo cmpen-
koit); 6 — MCKT OI'K, koponaavhas npoekuyusi, Hamueras (aza cKanupo-
6anus. B nesom cemomopakce susyanusupyemcs mMaccueHoe MacKoOmKaHHoe
00pazosanue ¢ YemKuMU, POBHLIMU KOHMYPAamul, cMelaioujee opeamnsl cpeoo-
CMeHUsi 8nPago U KOMNPECCUOHHO 8030elicmeyiouee Ha NAPeHXUMY 8epXHell
donu 1e6020 Ne2K020

Fig. 3. a — roentgenogram of chest organs in a direct projection. In the left
hemothorax a massive homogeneous formation that fulfills the entire volume.
Airiness remains in the upper lobe of the left lung (indicated by an arrow).
The displacement of the mediastinum and trachea to the right is determined
(indicated by an arrow); 6 — MSCT of chest organs, coronal projection, native
scanning phase. In the left hemothorax, a massive soft tissue formation with
clear, even contours is visualized, the mediastinal organs shifting to the right
and compressing on the parenchyma of the upper lobe of the left lung
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B meuenue 2 Hed ommeuero Hapacmarue ObiXamenbHoll
HedoCmamo4HoCmU, 6 C8:A3U C 4em NpogedeHa NOGMOPHAs
KT OIK, 2de ommeueno yseauuenue onyxoau Ha 24 % (06-
wuii 00sem onyxoau cocmasun 982 cm?) (puc. 4). Iposedero
NOBMOPHOE ONepamusHoe Meulamenscmeo 8 obseme 60Ko-
80l mopakomomuu cieea u yoanenus H08000pa308aHUsl Ae-
6020 neekoeo. OcaodcHenuem onepayuu cmaino HapyuleHue
UeAOCMHOCMU KANCYabl ONYX0AU U U3AUmUe 2emoppazuve-
CK020 €00epicumo2o 8 onepayuonHoe nose. lucmonoeuue-
cKkas KapmuHua coomeemcmeosana HAesponyAbMOHAAbHOU
onacmome I muna. /lo momenma peghepenca eucmonoeute-
ckux npenapamos IIXT ne nposodunace. Yepes mecsy om-
MeueHO NOBMOopHoe yXyouieHue 00uleco cocmostus pebeHka
¢ nosigneHuem 00blUKU 8 NOKOe.

Puc. 4. MCKT OI'K. Koponanvhas npoekyus, HamueHas u 6eHO3Has a3zl
ckanupoganus. JJunamuueckas Kapmuna — yeeauuenue o0sema onyxoau Ha
24 % 3a nepuood nabarodenus (2 ned). Ha konmpacmnoii ¢aze ckanupoea-
HUsl Onpedensiemcst MaccueHoe KUCIO3HO-COAUOHOe 00pPa308aHue ¢ HemKUMU,
DOBHBIMU KOHMYPAMU, CMewarolijee 0peansl cpedoCmeHrUs 6npaso u KOMnpec-
cuonHo. Hakonaenue KoHmMpacmuozo npenapama coauoHbIM KOMROHEHMOM
HepasHomepHoe, 60able no nepughepuu (YKazaHo cmpeaxoit)

Fig. 4. MSCT of chest organs. Coronal projection, native and venous scan
phase. The dynamic picture is an increase in tumor volume by 24 % during
the observation period (2 weeks). On the contrasting scanning phase,
a massive cystic and solid formation is determined with clear, even contours,
bias mediastinal organs to the right and compression. The accumulation of
a contrast agent with a solid component is uneven, more peripheral (indicated
by an arrow)

Jesoura eocnumanuzuposana ¢ PI'BY «HHIII] JITOH
um. JImumpusa Poeaueea» Munzopasa Poccuu ¢ ouenv ms-
HCENOM COCMOSAHUU 3a CHEM GbiPANCCHHOU OblXAmeabHOl
u cepoeuro-cocyducmoii Hedocmamounocmu. Ha KT OI'K
8 /NeBOM 2eMUMOpaKce onpedeasemcst MAcCUgHoe KUCMO3-
HO-coauoHoe o0pasosanue (¢ npeobradaruem 6 cmpyKmype
COMUOHO20 KOMNOHEHMA), nepexoosuiee 3a CPeoHIon AUHUI,
ommecHsowee cpedocmenue 6npago (He UCKAIOYEHA UH-
Guarempauus nepukapda), pazmepamu 117 x 112 x 193 um,
o00sem — 1315ma (puc. 5). [locae nposedenus konmpacmupo-
BAHUSL OMMeUaemcs: AKMUGHOE HAKONAeHUEe KOHMPACMHO20
npenapama coauoHbiM KoMnoHenmom ¢ 22— 26 do 66—80 HU.
Coxpanusuiascs 4acmo 1€6020 1e2K020 8 KOMNPEeCCUOHHOM
amenexkmase. Qbpazosanue cmeujaem knepeou nuueeoo, Ha
npomsiceHuu 27 MM €20 KOHMYpPbl O0CHOBEPHO He U3YAAU-
supyromes. Ilpusnakoe ungursmpayuu ouagpazmol He Gol-
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561€H0, 00HAKO ee UHQDUABMPAUUS MAKdce He UCKAIUeHd.
B pezyabmame neoaneuoeenesa 6 moauje namono2u4ecKoeo
00pa306aHUs 2eMUMOPAKca bla6aeHa 6emeb OUappazmans-
Holl apmepuu, Omxo05uasi Om A€ol Hceay0oUHOU apmepuu.
Ilo pesyarvmamam nposedenrvix 0006cae008anull OaHHbIX 30
Memacmamuyeckoe nopaxcenue opyeux opeaHos u cUcmem
He noayueno. Pegepenc eucmonoeuveckux npenapamog kax
om nepeoit, maxk u om emopoi onepayuu ¢ HHIII] ITOHU
um. Amumpus Poeauesa noomeepoun ouaenos I1I16. Ilpu
amom Kucmosnoe o0paszosanue npedcmaeasino cooou I1ITH
1 muna, moeda kak eucmonoeuneckuil Mamepuan, NOAY4eH-
HbLIl 6 X00e 6MOpoll onepayuu, ceUdemesbCmeo8an 0 MpaHc-
gopmayuu onyxoau ¢ mun I1. JJuaenos ovin noomeepicoen
peepercom eucmonoeuteckux npenapamos 8 Mexcdoynapoo-
Hom peeucmpe IITIE (Mununecoma, CIIIA). Caedyem omme-
mums, Ymo @ Mamepua.ne om nepeoii onepauuy Omme4aiocs
couemanue 2UCMON0UHECKUX XAPAKMEPUCMUK, MUNUYHBIX
xak Oas IIITB I muna, mak u I muna, ymo noomeepicoano
mpaucgopmayuro u3 00Ho020 muna 3a601e6anus 8 0py2eoll Ha
MKaHe8oM yposHe.

Puc. 5. a — penmeenocpamma OIK 6 npsmoii npoekyuu. B aeeom eemomo-
DAKCce MACCUBHOE 20MO2EHHOE 00paA306aHUe, BbINOAHSIOUWEE 8eCb 006eM. Bo3-
OYWHOCMb 6 8epXHell 0oae N€6020 Ne2K020 NPAKMUHECKU He onpedensemcs
(ykazano cmpenkoit). Onpedensemcs cmeujerue cpedocmenus u mpaxeu
enpaso (ykasaro cmpenxoit); 6 — MCKT OIK. Koporaavhas npoekuyus,
6eHO3Has haza ckanuposanus. B neeom cemomopakce onpedensiemes mac-
CUBHOE MACKOMKAHHOE 00pA308aHUe ¢ YeMKUMU, DOGHbIMU KOHMYpPAMU,
NOAHOCMbIO GbINOAHAIOWEE 8eCb 00vem 2emomoparca. Busyaausupyemes
amenekmas COXpaHHoU éepxHeil 00U 16020 N€2K020 (YKA3AHO CMPeaKoil).
Cmpykmypa 00pazoeanusi npeocmaeneHa NPeuUMyuseCmeeHHo COAUOHbIM
KOMHOHEHMOM, DPAGHOMEPHO AKMUBHO HAKANAUBAIOUUM KOHMPACMHbLI
npenapam. B napeHxume npagoeo 1e2k020 KOMAPECCUOHHble AmeneKmassl
(ykazauo cmpenaxoii)

Fig. 5. a — roentgenogram of chest organs in a direct projection. In the left
hemothorax a massive homogeneous formation that fulfills the entire volume.
Airiness in the upper lobe of the left lung is practically not determined (indicated
by an arrow). The displacement of the mediastinum and trachea to the right
is determined (indicated by an arrow); 6 — MSCT of chest organs. Coronal
projection, venous scan phase. In the left hemothorax, a massive soft tissue
formation with clear, even contours is determined, completely fulfilling the
entire volume of hemothorax. Atelectasis of the preserved upper lobe of the
left lung is visualized (indicated by an arrow). The structure of the formation
is represented mainly by a solid component, evenly actively accumulating
the contrast preparation. In the parenchyma of the right lung, compression
atelectasis (indicated by an arrow)

B kpamuaiiwue cpoku nHauama cneyugpuueckas me-
panusi no npomokxony neuwenus IIIIb, paspabomarnHo-

TEMATOJIOTMM u OHKOJIOT MU

my cneyuasucmamu Mexcoynapoonoeo peeucmpa 111D,
6emewb 045 nayueHmos c¢ eucmonozuveckum munom I11/111.
Ilocae nepsoeo kypca IIXT no cxeme IVADo (ugocghamud,
UHKpUCmMUH, akmunomuyun D, dokcopybuyun) ommeuena
ompuyamensvHas OUHAMUKA 8 8UOe Y8eauUeHUs ONYX0aU Ha
37 %, o6vem nHosoobpazoearnus no dannvim KT OI'K cocma-
eun 1800 cm’. Oonako danHas KAUHUUECKAs CUMYAUUS He
pacuerena KaxK npoepeccusi 3a001e6aHUsL, YHUMbIBAs 603~
MOICHOCMb ONYX01€6020 PACHAOA U 2eMOPPALU1ECK020 NPO-
numoieanuss mxanu onyxoau. IlIpunamo peutenue o coxpa-
wenuu matimunea mexcoy kypcamu IIXT do 15 oneii. Ilocae
2-20 kypca IIXT ommeuena cmabuiuzayus onyxoneeozo
npoyecca, 00HaKo obuee cocmosinue pebenKa yxyouuniocs
3a cuem npoepeccuu O0bIXAmMeabHOl HedoCMmAamoyHOCmu
u JucyHKuuu cepoeuHo-cocyoucmoil cucmemvl 6mopu4-
HO02o xapakmepa, 4mo nompebosaso nepesoda 6 omadene-
HUe UHMEHCUBHOI mepanuu U peaHumayuu u npogedeHus
uckyccmeennoil eenmunsyuu aeexkux. Ilocae 3-e0 kypca
OmMeUeHa NOA0NCUMENbHASI OUHAMUKA 8 8UOe COKPAUleHUs
onyxoau Ha 17 % om unuyuanvnoeo odvsema. Ilocae 4-eo0
Kypca — na 72 % (puc. 6).

Puc. 6. a — penmeenocpamma OI'K 6 npamoii npoexyuu. B negom eemomo-
PaKce MaccugHoe 20Mo2eHHoe 00paso8aHiie, 8bINOAHsIOUee NOA0BUHY 006eMA
naespanvholi noaocmu. Bozdywnocmy coxpansemes 6 gepxueii done 1e6020
N1€2K020, YMEPEeHHbI Ne80CMOPOHHULL 2udpomopaxkc (YKa3aHo cmpenkoi).
Cmewgernue cpedocmenust enpaso; 6 — MCKT OI'K. Koporanvnas npoexuus,
6enosnas gasa ckanuposanus. CokpauieHue 00semMa panee 8bisi6AeHHO20 00-
pazosanus na 72 % om unuyuanvHo2o. B cmpykmype ommevaemes nosenenue
001bULI020 KOAUHECIBA 2UNOOCHCUBHBIX KOMHOHEHMO08 (YKA3aHO CMpeaKoil) —
8eposimHble yuacmiu pacnada

Fig. 6. a — roentgenogram of chest organs in a direct projection. In left
hemothorax, a massive homogeneous formation that fulfills half the volume
of the pleural cavity. Airiness remains in the upper lobe of the left lung,
a moderate left-sided hydrothorax (indicated by an arrow). Displacement of
the mediastinum to the right; 6 — MSCT of chest organs. Coronal projection,
venous scan phase. Reducing the volume of previously identified education
by 72 % of the initial. In the structure there is a large number of hypodensive
components (indicated by an arrow) — probable decay sites

Ilpogeden onepamueHblii 5man é o6seme pemopaxKomo-
MUU creea u cyomomanbHo2o yoaienus onyxoau. Yuumol-
8as HaAUYUe OMALOU,CHHO20 AHAMHE3d 8 8ude KOHMAaMmu-
Hayuu OnepavuoHHO20 NOAS 80 8pPeMs NPeoueCmEYIoujux
onepayuil, 0aHHOe ONePamueHoe Meuamenbcmeo HOCUAO0
YUumopeodyKmugHblil xapakmep.

B Hacmoswee epems pebenox npodoaxcaem mepa-
nuto 1-i aunuu 6e3 npoepeccuu u peyudusa 3a604e6aHuUs

(puc. 7).
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Puc. 7. MCKT OI'K. KopoHanvhas npoekyus, 6eHo3Has (aza CKAHUPOBAHUSL.
Cocmosinue nocae yoanenusi 00pazosarust 1eoeo eemomoparca. Onpeodensi-
emcsi OCMamouHblii MACKOMKAHHbLI KOMNOHEHM 8 3a0HeM pebepHo-cpedo-
cmenHom cunyce. [locmonepayuortbie usmeHeHus éepxuell 00U 18020 jee-
K020 (YKa3aHbl cmpenxoii)

Fig. 7. MSCT of chest organs. Coronal projection, venous scan phase.
Condition after removal of the left hemothorax formation. The residual soft
tissue component in the posterior sinus costomediastinalis is determined.
Postoperative changes in the upper lobe of the left lung (indicated by an arrow)

Oo6cyxneHune

III1b saBngercst penkoit 3MOpPMOHAIBHON OITyXOJIbIO
JIETKUX U TUIEBPHI Y IeTell paHHETo BO3pacTa, COCTaBJISIIO-
eii MeHee 1 % Bcex HOBOOOPa30BaHMIA JIEFKOIO IETCKOI0
Bo3pacTta [3]. B HacTosee Bpems, corjjacHO MexnyHa-
pomaomy peructpy I1I1B (International Pleuropulmonary
Blastoma Registry — IPPBR, Munnecota, CIIA),
n3BecTHO Oozee 350 3apermcTpUpOBaHHBIX CIIyYacB
B MMpE, MOATBEPKACHHBIX LEHTPAIU30BaHHBIM pede-
peHCOM rucToiornyeckux npernaparton [1]. Kak yxe oT-
MeYaJIoCh BBILIE, BBIACASIOT 3 TMCTOJOTMYECKUX THIIA,
XapaKTePU3YIOIINXCS OIpeneIcHHBIMI ITaTOTeHETIYC-
CKMMM XapaKTepUCTUKaMM, CpoKaMU MaHUbecTalluu,
KIMHAYECKUM TeUYCHUEM U IIPOTHO30M 3aboieBaHus [2].

I Tun IIITB — KKUCTO3HBIN, MpeacTaBiasgeT co0oi Ku-
CTy C MHOXECTBEHHBIMHU IIeperopoakamMu. JJaHHBIA THT
CUMTAeTCs MEHee arpecCUBHOM OIMyXOJblO ¢ OJaronpu-
SITHBIM TIPOTHO30M, BO3HMKAET B BO3pacTe 10 3 JeT (Me-
IMaHa Bo3pacTa IMOCTAaHOBKW OuarHo3a — 8 MecsIeB)
[1, 4, 5], mpu 3TOM BO3MOXKHA ITpeHaTaIbHAsI JUarHOCTUKA
Ha cpoke 31—35 Hen rectauuu [1]. Yacto Manudectupy-
eT KIIMHUKOM CIIOHTAHHOTO ITHEBMOTOPOKCA BCJICICTBHE
pa3pbiBa KUCT. OCHOBHBIM METOIOM JICUEHUSI CUUTAETCS
paguKajbHasl OIlepanys, OTHAKO, YIUThIBAsS PEHTICHOJIO-
TMYECKYI0 KapTUHY KHUCTBI JIETKOTO M OTCYTCTBUE OHKO-
JIOTUIECKOI HaCTOPOXEHHOCTH XUPYpra, MHULIMATbHBIN
00beM ormepaluy MOYTH BCerga HOCUT HepaauKalbHbII
xapakTep. B Hacrosimee BpeMsl HET €IMHOTO MHEHUS
0 1IeJ1Ieco00pa3HOCTH MpoBeaeHus axbioBaHTHOM TTXT.

II u III Tuner 111D cuuTaroTcst BLICOKO arpeccuB-
HBIMU CapKOMaMM, XapaKTepU3YIOIIUMMCS Hebaro-
npusaTHbIM TiporHo3oM. II Ttum I1I1b npencraBieH ku-
CTO3HO-COJIMAHBIM OOpa3oBaHMEM, MeAuaHa Bo3pacTa
maHudecrannu — 35 mecanes. 111 tum ITI1B — sT0 mon-
HOCTBIO COJMAHASI OMYyXOJib, MpEencTaBistonas coboit
CapKOMY MSTKMX TKaHEW cCMeIlaHHOro Tuma (mixed-
pattern), MeauMaHa Bo3pacTa Ha MOMEHT ITOCTaHOBKU
muarHo3a — 41 mecan [1]. TITIB II/1II tuma TpeOyroT
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KOMOMHUPOBAHHOW U KOMIUIEKCHOI Teparuu. [Ipose-
IeHne HeoaabloBaHTHOHM M amgbioBaHTHOU [1XT mo cxe-
Mam IVADo u VAI nponokuteabHOCTbIO 36 Hef ¢ T10-
MBITKAMU paauKaaibHOTO OMEePaTUBHOTO BMelIaTeIbCTBA
3HAUYUTEIBHO YJydlllaeT MPOrHo3 3abdosieBaHus. Ilpo-
BeleHUE JIyueBOI TepanmuM B KaXIOM ciydyae pelaeTcs
WHIWBUIYaJIbHO, YYUTHIBASI PaAMOPE3UCTEHTHOCTD TaH-
HOTO BUJIa OMYXOJIH.

OpnHoit u3 ocobeHHocteit I1I1b saBasiercss BoO3MOXK-
Hocth nporpeccun I tuma Bo II unwm 111 rucromornye-
ckuit Tun [1, 6]. JlanHas TpanchopMalusi OTMEYaeTCs
B 10 % cnyuasx I1I1b I tuna, B cpeaHem yepes 23 mec
(pazdbpoc — 3—53 Mec) OT MOMEHTa XMPYPrHIECKOIO
BMeliatenbcTBa [1]. JaHHble MexXIyHapOIHOTO peru-
ctpa I1I1b cBuAETeNbCTBYIOT 00 OTCYTCTBUU pa3Inuunit
B YacTOTEe DPa3BUTHUS IIPOTPECCUM C TpaHchopmamueit
B tun II/II1 y manuenTos ¢ INI1b I tuna, moxydaBmmx
WK He MojydyaBiux axbioBanTHyio [1XT, — 11 % npoTtus
9 % [1]. TeM He MeHee BCe Cllydyad JIETAJIbHOIO MCXOIa
B Koropte nauueHToB ¢ [1T1b I Tuna obycioBiieHbl Mpo-
rpeccupoBanueM B tun Il wau IIT [1]. B cBsi3u ¢ atum
aKcrepTel MexnyHapoaHoro peructpa IIIIb B Hacrto-
smiee BpeMsl peKOMEHIYIOT TTPOBEACHNWE aablOBaHTHOM
IIXT mo cxeme VAC (BUKPUCTHUH, aKTUHOMULUH D,
nukiaodochamMmua) NpoaoKUTEIbHOCTBIO 41 He.

CienyeT OTMETUTh, YTO HE BCETJa KUCTO3HBINA THUII
TITTb TpaHcdhopmupyeTcst 10 6ojiee 310KaYeCTBEHHOIO
TUCTOJOTMYECKOro TUIa. DTU Cydyal pacCMaTpUBaIOTCS
Kak perpeccus tuna I u od6o3navarorcs kak Ir Tun I1T1b
(perpeccuBHbIi) [1, 6]. JlaHHBIN TUN TaKXKe HE CUMTA-
eTcsl TOOPOKAYeCTBEHHBIM, OIMMCAHBbl 2 KJIMHUYECKMX
cllydasl mporpeccupoBaHus uepe3 53 Mec OT MOMEHTa
MOCTAaHOBKU IMarHo3a B 0oJiee 3710KAaYeCTBEHHBIN THII
onyxouu [1].

Oo6miasg BepkuBaemoctsb mpu ITITB I Tuna cocrasaser
91 %, onHaKo IpU Pa3BUTUU PeLUIMBA ¢ TpaHCHOpMa-
mueii B tu 11 waum 111 ve npesbimaer 44 % [1, 6].

CTOUT OTMETHUTH, YTO CAMBIM PAHHUM IIPOSIBIICHUEM
I1I1b siBnsIeTcst KUCTO3HOE 00pa30BaHUE JIETKOTO Y IeTei
paHHEro BoO3pacTa, KIMHUYECKW M peHTreHorpadumde-
CKM HEOTIMIUMOE OT TOOPOKAYECTBEHHBIX BPOXKICHHBIX
kuct gerkux. [TogpoOHbIli cOop ceMeilHOro aHaMHe3a
¥ BBISIBJIEHUE Y POJCTBEHHUKOB TaKMWX 3a00JIeBaHUM,
KakK KWCTHI JIETKUX, KUCTO3HAas1 Heppoma, cTpoMabHbIE
onyxoyu roHas (omyxoju u3 kjetok Ceproan—Jlennm-
ra), CEMMHOMA WJIX JUCTEPMUHOMA, TTOJTUTITHI KUIIIEUHM -
Ka, TUIepIia3us IIUTOBUIHON Xeie3bl U TaMapTOMBI,
pabjpoMuocapkoMa IIeKNW MaTKU U MeTyJUIOSMUTE M -
oMa IWJIMAapHOTOo TeJia, MOMOraloT 3anono3pUTh 3J0-
KayeCTBEHHBIII XapaKTep KUCThl. B oCHOBe pa3BUTHS
JAaHHBIX 3a00JIeBaHUI JIeXKaT repMUHaIbHbIE MYyTalluu
reHa DICERI, yTo B HacTosllee BpeMs MO3BOJIsIeT pac-
cmarpuBaTh DICERI-cMHAPOM KakK CUHAPOM Tpeapac-
MOJIOXXEHHOCTU K Pa3BUTUIO PA3JIMYHBIX 3JI0KAUYEeCTBEH-
HBIX HOBOOOpa3oBaHuii, B nepByto ouepenn [1T1b [7, §].
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JlonoJTHUTENbHBIE  XapaKTePUCTUKU,  YKa3bIBaIOIIUE
B nosib3y I1I1B I Tuna, BK/IOYAIOT MOCTHATAJIBLHOE BBI-
sgBJIeHUEe 00pa3oBaHUs, MOpaxeHue OoJjiee 4yeM OJHOU
JIOJIA JIETKOTO, OuiaTepaibHOE MOpaxkKeHUe JIETKUX, OT-
CYTCTBUE MUTAIOIIUX OIMYXO0JIb COCYI0B, CMEIIEHUE Cpe-
JIOCTEHUST I MHOTOKaMepHbIE KUCTHI [9].

3akiouenue

Tpaacdopmanus II16 1 Tuma B Tum 11/111 sBastercst
YacThIM BapuMaHTOM TedeHHUsl 3a0ojieBaHMsI, HEraTUBHO
BIMSTIOIINM Ha TIporHo3. CaeayeT OTMETUTh, YTO TaKTH -
Ka BeJeHUsI JeTelt ¢ KUCTO3HBIMU MOPaKeHUSIMU JETKUX
JIOJIKHA 0OCYXIAaThCS COBMECTHO C YYacCTHUEM AETCKOTO
OHKOJIOTa, IeTCKOr0 XMpypra u CHeluajlucToB Jy4yeBOu
JIMarHOCTUKU. B ciyyae mpuHATUS pelieHus1 0 XUpypru-
YeCKOM yAaJleHUur oOpa3oBaHUsI 00s13aTEAbHBIM SIBJISIET-

TEMATOJIOTMM u OHKOJIOT MU

csl IePECMOTP TUCTOJIOTMYECKUX MPEapaToB B LIEHTpaXx,
CIICIIUATM3UPYIOIIUXCS Ha TTATOMOPMOTIOTHY OTyXoJeit
JETCKOTO BO3pacTa.

Baaronapaoctn

ABTOpBI BbIpaXaloT TJIyOOKyl0 0JIarogapHOCTb CO-
TpyaHukamM MexayHaponHoro peructpa [II1b Kris Ann
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ckas 6onpHUa MunHecoTsl, CIIIA) u Louis P. Dehner
(MenuuuHCKU# LeHTp BalllMHITOHCKOrO YHUBEPCUTETA,
Cenr-Jlyuc, CIIIA) 3a KOHCYTETaTUBHYIO TTOMOIIIb U TTPO-
BelleHue pedhepeHca ruCTONOTMYECKUX MPEnapaTosB.
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Vill MexperuonanboHoe cosewanue HOAro
npowno ¢ GonbwumM ycnexom

25—-28 mas 2017 r. B crenax HHITL JITOU um. JImMu-
Tpus Porauesa coctosiiocs VIII MexpernoHaibHoe co-
BellaHue HanuoHanibHOro 00IecTBa AETCKUX IeMaTo-
soroB U oHkojioroB (HOIAI'O) «IlepcnieKTuBbI 1eTCKOM
reMaTOJIOTM-OHKOJIOTUH: MYJIBTUICIIMTUTMHAPHBIA
noaxon — 2017». B Cosewanuu npuHsui ydactue 680
neneratoB u3 Poccuu, ctpan CHI u nasibHero 3apyoexbsi.

Cosemanne HOJATI'O mo mpaBy sBAsIETCS TJIaBHBIM
COOBITMEM B POCCUIMCKOW METCKON reMaTOJOTMU-OHKO-
JIOTUU U €XErolHO coOUpaeT JUAEPOB B JAHHOU objactu
U Bpayeii CMeXHbIX ClieliuaJbHOCTe. B aTOM rogy Temoii
COBEIIIAHUS CTAJIO HE TOJBKO MYJIBTUIAMCUUIUIMHAPHOE
U MYJIBTULIEHTPOBOE B3auMoelictBue B Poccuiickoit Pe-
Jlepalii, HO U TMPOeKT paboTel ¢ MccienoBaTebCKUM
rocnutaieM Casaroro Mynel (Memdpuc, CIIIA). B pam-
kax CoBeniaHusl COCTOsIIach MepBas TaHAEMHasl BcTpeya
cneuunanuctoB HOATI'O u Tocnutansg Cesatoro Mynsl no
Teme «Ilo3nHue ahdekThl u peadbunutauus». [Iporpamma
Coserranms coctostia 13 49 ceccuii, KOTOpbIe BKITFOUaN 00-
pa3oBaTesibHbIC JIEKIIMU 1 HaydYHbIE CECCUM, MaCcTepP-KIIaCChl
U KPYIJIBIE CTOJIBI, JIEKTOPAMU BBICTYITVJIM BEIyIIIME Crelma-
smcthl U3 Poccuu, crpan CHI™ 1 pajibHero 3apyoeskbsi.

Hnocmpannvie cocmu Cosewjanus Ha yepemMoHUU OMKPbLMUs
Foreign guests of the Meeting at the opening ceremony

Moyt momoBMHA M3 TIpeACTaBIeHHBIX 184 YCTHBIX
Ccoo0IIeHNIT ObIa OTOOpaHa MO pe3yabraTaM IMPUCIaH-
HbIX 4epe3 BeO-cailiT CoBemaHus Te3ucoB. Bcero xe
B COOpHUKe MaTepHaioB ObLJIO OMy0JnKoBaHO 128 paboT
B 8 pasgenax. Ocob60 He0OXOAUMO OTMETUTh, uTO B CoO-
BEILLIAHMU MIPUHSIM y4acThe 16 JIeKTOpOB U3 CTPaH Iajib-
HEero 3apy0exbsi, 9TO BeAyllMe IKCIEPThl B IETCKOM Tre-
MaTOJIOTMU-OHKOJIOTMHM, MEIMIMHCKOM peaduInTalUu.
IMonpobnyio nHpopmaluio o ctatucTuke CoBelllaHNsT Bbl
MOXeTe HaiiTu B oTdere Ha caiite HOAT'O.
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B pabome Cosewjanus npunsau akmuegroe yuacmue npedcmasumenu Munu-
cmepemea 30pagooxpanenust Poccuiickoi @edepavyuu u Beemuproi opeanu-
3ayuu 30pasooxpanerusi (BO3)

TRepresentatives of the Ministry of Health of the Russian Federation and the
World Health Organization (WHO) were active participants of the Meeting

Ilpedcedamensd nayuno-opeanuszayuonnoeo komumema, npesudenm HOATO
axademux PAH A.T. Pymanyes

Chairman of the Scientific and Organizing Committee, President of the
NSPHO, Academician of the RAS A.G. Rumyantsev
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W36pannble ceccun CoBelllaHUs TPaHCIWPOBATUCH
HaIIMM TapTHepoM — [1epBbIM MEIMIIMHCKUM KaHaJIoM
(www.lmed.tv), a 4yTh M03XKe, KaK 1 B IIPeIbIAYIINE TOIbI,
OyIyT JOCTYITHBI 3aITMCH JICKIIHIA.

B nepsriii genb CoBelnanusi, 25 Masi, mpouid oopa-
30BaTe/IbHbIE CATEJUIMTHBIE CHMIIO3UYMBbl U COCTOSUIACh
MoTpsIcaloNiasi IEPeMOHUSI OTKPBITHS. [paauIImOHHO
ee Beu nepsble aulia O6mectBa — npesuaeHt HOIT'O
A.I. PyMmsiHLIEB UM WCIOJHUTEIbHBI OUPEKTOp Opra-
nuzanuu C.P. BapdonomeeBa. Ha 1iepeMoHUM OTKpPHI-
TUSI BBICTYNWIN TloueTHble TocT — M. Xancon (CIHIA)
u M. ByitHoBuu (nipeacrasutens BO3 B Poccun). Jloktop
XagcoH pacckazana o poau B3aumopeiictsus HOJTO,
HHIIL ATON um. Omutpust PoraueBa m MccnemoBa-
TebcKoro rocrurtaist Cearoro Mynbl B paMKax COBMeCT-
HOI pabOTHI U TepBOIi TaHAEMHOI KOH(MEepeHIIUH, a JOK-
Top ByitHoBuY npencrasuia BuaeHne BO3 o npodieme
GOpbOBI C JETCKOW OHKOJOTMEH U poju B 3TOM OOpnOe
MpodecCUOHATBHBIX COOOIIECTB.

Bam. npedcedamensi HaAy4HO-0PeAHUZAUUOHHO20 KOMUMEMd, UCNOAHUMENb-
nuiii dupexmop HOITO npogh. C.P. Bapghoromeesa u epau-oemckuii OHKo-
n0e T.B. Cepeeesa

Deputy Chairman of the Scientific and Organizing Committee, Executive
Director of the NSPHO, Professor S.R. Varfolomeeva and pediatric oncologist
T.V. Sergeeva

B pamkax I1iepeMOHUM OTKPBITUS COCTOSITIOCH Ha-
rpaxacHNe ToO0eauTeNIeil MpeMun «3a BEPHOCTh IPO-
deccun!». B sarom rogy nyymumu cranu M.B. bopu-
coBa (Kpacuosipck), T.M. bypnyukas (benropomn),
A.B. Ilamuu (Camapa). Kpome Toro, ObUIM Bpy4YeHBI
MpU3bl TT00eAUTENIM KOHKYpcoB CoBelllaHMsI — B KOH-
Kypce ciaoraHoB (CoOpaThes IyXOM U TTOOCINTH!) ITOOe T
M.A. PakoB (BpsiHck), a B porokonkypce — K.M. Tomy-
oeBa (Cankr-IletepOypr). [loMoranu B LiepeMOHUM BpPY-

IEMATOJIOTHMU u OHKOJIOT MU

YeHUs TIPeMUI ceKpeTapy OpraHU3allMOHHOTO KOMUTETA
Cogemanug ['A. Cepuk u ['M. Mydraxoa. [Togapkom
IJISI BCEX YYACTHUKOB CTajJo IO3IpaBjieHue OT IOTpsi-
CaIIero apTUCTa, jaypeaTra TeJIeBU3MOHHOIO IIPOEKTa
«Tomoc» EBrenus KyHryposa. BeicTyIuieHHE COCTOSIIOCH
Oonarogapst momMoliuu Haieir kosutern H.A. CremmHoi.
Taxke 25 Mast cocTosticss MacTep-KJiacC IO XUPYpPruu
B JIETCKO TeMaTOJIOTUU-OHKOJIOTH .

i

Meduyunckuii oupexmop HHIIL] ITOH um. Jmumpus Poeauesa npogec-
cop I.A. Hosuukosea Ha nocmepHoli ceccuu

Professor G.A. Novichkova, Medical Director at Dmitry Rogachev National
Research Center of Pediatric Hematology, Oncology and Immunology,
Ministry of Health of Russia, at the poster session

Hauunas ¢ 26 mast, ctapToBaji 00pa3oBaTeibHbIE U Ha-
yuHble ceccun CoBelnanusi. Pabounii neHb HavYancs ¢ Jiek-
WY IPUTTAIIEHHBIX MHOCTpaHHBIX rocteit 1. Bonro-Ko-
a"e (®panmusa) u K. drodopa (Mrtanms), mociie KOTOPhIX
MpolUIa BCTpeya IJIAaBHBIX CIELMAIUCTOB C yJacTHEM
npeactaButTess MuHucTepcTBa 3ApaBooxpaHeHus1 Poc-
cuiickoit @eneparu E.H. Baitbapunoit. B nanHoii cec-
CHUM TIPUHSUT yyacTHe TJiaBa eBpolleiickoro oduca mo us-
yuyeHno HenH(peKUnoHHbIX 3ab6oneBanuii BO3 2K. bpena
(ITopTyrammst), KOTOPHIN IPEACTaBUI HaHHBIC O ITOIXOIe
OpraHmM3alyy K pa3BUTUIO paHHEH AMarHOCTUKU U Jieye-
Hug paka y nereii. CnemoM coctosinach gekuus H.U. Tpu-
3¢ 110 HOPMAaJIbHOMY U TTaTOJIOTUIECKOMY KPOBETBOPEHMIO.
Takske 26 Mast COCTOSUTMCh CECCHM TI0 OCTPBIM JIeliKO3aM,
COJIUAHBIM OITyXOJISIM, JIy4eBOI AUMArHOCTUKE W Teparnuu
B JICTCKOW T€MaTOJIOTUM-OHKOJIOTUU, HE3JIOKAYECTBEHHOMN
TeMaTOJIOTUN, UMMYHOJIOTMM U OIYXOJISIM IIEHTPaJIbHOI
HepBHOI cucteMbl. KpoMme TOro, B 3TOT A€Hb MPOLLET KPy-
IJIBIA CTOJT POAUTENLCKUX OpraHM3aiuii. B pamkax Hayu-
HOIl TIporpaMMBI cocTosutachk Jiekuusi P. dropTtBaHriepa
(TepMaHUsT) IO OMTYXOJISIM MIOYEK Y IETEH.
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0CCUNCKUI

Kypuan

JTETCKOU

AxmugHoe yuacmue 8 duckyccuu npUHUMAem 3am. 2eHepanbHo20 OUpeKmo-
pa HHIII] JITOU um. JImumpus Pocauesa npogp. A.A. Macuan

Deputy General Director of Dmitry Rogachev National Research Center
of Pediatric Hematology, Oncology and Immunology, Ministry of Health
of Russia, Professor A.A. Maschan takes an active part in the discussion

Tpetuii pabouuii feHb coBellaHus, 27 Mas, CTapTo-
BaJI ¢ 00pa3oBaTeIbHON MPOrpaMMbl, B paMKaX KOTOPOA
cocrosch nekimu 1. A (M3panns), M. Meccunre-
pa (CIIA) u O.N. Tan (Kanana). Takke 27 masi MpoIuiu
Hay4YHbIE CUMIIO3UYMbI 110 MH(PEKIIMOHHOMY KOHTPOJIIO,
Jiefiko3aM ¢ nepectpoiikamu reHa MLL, HelipobaacTome,
HE3JI0Ka4eCTBEHHbIM TeMaTOJIOTUYECKUM 3a00JIEBAHUSIM,
PENKUM OTIYXOJISIM U IMMMOMaM y JeTeii, a TaKXKe 110 JIeT-
CKO XMPYpPrU¥ B TeMaTOJIOTMU-OHKOJIOTU U,

Kpome Toro, cocrosizicss 60/bI110I OJIOK OOCYXKIEHUS
MaJUTMaTUBHON M TICUXOJIOTUYECKOW TIOMOIIM y JNETei.
B pamkax maHHBIX CeCCHil BBICTYIUIU CIIEAYIOIINE MHO-
ctpaHHble Jiektopbl: P. Mapmanek u K. Maitep (Iepma-
Hus), B. [Tananakuc (Ipeuus). OMHUM U3 UHTEPECHENIIINX
coObITUIA 27 Mas CTajo MPEeACTaBIeHUE JTYYIIUX MOCTep-
HBIX AOKJIAAOB U HarpaxJaeHue MmodenuTesieil mocTepHoit
ceccum (Crucok npenacrasieH B otuere Ha caiite HOT'O).
B 3aBepmieHun pabGodero OHSI COCTOSUIOCH 3acelaHue
¢ noapeneHueM uroros padotel HOAT'O 1 CoBeliaHusl.

28 Mmas cocrosinack ceccust B IPHIL «Pycckoe nose»
o Teme «Peadbunuraius v no3aHue 3¢bdextrol». HayuHnas
MporpaMMa CEeCCUM COAepXKajla JIEKIUU WHOCTPaAaHHBIX
koster (M. XaacoH, K. Hecc, K. Kpymi, M.M. Jly6po-
BuH (CIIIA), E. Brauonanagonyny (Ipeuust)), oocyxme-
HUE U OCMOTP HOBBIX, OTKPBITBIX B Mae, Mo/ipa3aeieHui
peadUIUTALIMOHHOTO LIEHTPA.

IEMATOJIOTHMN u OHKOJIOT MU

Juckyccus JI.T. @euunoii u O.B. Asetinukosoi
L.G. Fechina and O.V. Aleynikova is discussing

CogelllaHUEe CTaJI0 OYEPEeIHBIM 3TalloOM B Pa3BUTUU
JNETCKOM TeMaToJIOTMU-OHKOJIOTMU B Poccuu u OTKpBIIO
HOBBIE TEPCIEKTUBbI MYJBTULIEHTPOBOTO B3aUMOJEH-
ctBUs. [JTaBHBIM UTOTOM CTaJI0 COXpaHEHKME BBICOKOTO Ha-
YYHOTO, 00pa30BaTeIbHOTO U OPraHU3alIMOHHOTO YPOBHSI
nociae npounorogHero Konrpecca SIOP Asia u paciuu-
peHue TeM, IpeacTaBiIeHHbIX Ha COBEIIaHUN.

. 1O. Kauanoe u JI. Boamo-Koane (@panyus) Ha ceccuu no pedkum ony-
xoasm y Oemeil

D.Yu. Kachanov and D. Valteau-Couanet (France) at a session on rare
tumors in children

IIpomomkaem pactu BmMecte! #HOJIT 02017

. Bce matepuansi VIII MexpernoHansHoro coelaninsa HOLMO (otyeT, doToansbom,
H O.ﬂ. rO rnpeseHTaunmn, BUAEONeKUMmn) 4OCTYMNHbI HAa canTe www.nodgo.org/meeting
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IEMATOJIOTHMU u OHKOJIOT MU

11-ii Koxrpecc a3uamckoro noapasanenenusd MexayHapoaHoro
obwecmsa nemckoil onkonoruu (SIOP Asia - 2017)

25-28 mag 2017 ., B nau nposeneHus VIII Mexperu-
oHasbHOTO coBemanuss HOII'O, B banrkoke (Taunann)
npoxonun 11-it KoHrpecc azmarckoro mnojpasaeieHus:
MexnyHapoaHoro oolecTBa aeTckoit onkonoruu (SIOP
Asia — 2017). HanoxeHue MpoMr301ILIO B CBSI3U C IEPEHO-
coM oprkomuteToM aat nposeaeHust SIOP Asia — 2017.
ITo pewenuro mnpesuneHta HOHAI'O Ha MepomnpusiTue
obutn nenerupoBanbl K.M. Kupruzos u [I.B. Illesios.
VYuactue B koHrpeccax SIOP Asia siBasieTcsl TpaauliMOH-
HbIM (B 2015 . — B Mopnanuu, a B 2016 . KoHrpecc npo-
Boauics B MOCKBe).

Konrpecc SIOP Asia — 2017 Havan paboty 25 mas
Cc 00pa3oBaTeNIbHBbIX CECCUl M KPacOYHOW LIepeMOHUU
otkpbiTus. Ha Konrpecce penerauus HOAT'O u HHITLL
JATON um. JImutpust PoraueBa BcTpeTWsach C Ipe3u-
neHtoM SIOP Asia U.K. JIu u pykoBoautenem CCI Asia
b. Ilay B pamkax reHepajabHOW accaMOjeu a3uaTcKoro
noapazaeneHus SIOP. [To npurnaiieHuo opraHu3aTopoB
26 mast K.M. Kuprusos ObL1 conpeaceaaresieM CUMITO3H -
ymMma. Ilo cioBam npesuneHta SIOP Asia npod. U.K. JIu,
OJTHOI M3 caMbIX MHTEpeCHBbIX ceccuii KoHrpecca craio
00CyXeHre HayYHbIX, 00pa30BaTeIbHBIX 1 OpraHU3alM-
OHHBIX TIEPCTIEKTUB B A31M (TpejceaaTesb — MPe3uIeHT
SIOP npodeccop B. bybde). B naHHoit ceccuu, KoTo-
pas npoxonuia 27 Masi, yCTHOe COOOLLIeHUe MpeACcTaBUI
K.A. Kupruzos. Ilo pe3ynsraTaM COOOLIEHUSI COCTOSI-
JIOCh aKTUBHOE OOCYXKIIeHHE.

Ha yepemonuu omxpoimus emecme ¢ npesudenmom SIOP Asia 4.K. Jlu
u npesudenmom CCI Asia b. Ilay (06a — lonkone)

At the opening ceremony, together with President of SIOP Asia C.K. Li
and President of CCI Asia B. Pau (both from Hong Kong)

Taxcke Ha koHrpecce 1. B. IlleBuoB npeactaBui 2 mo-
CTEPHBIX TOKJIa/ia, KOTOPbIE BBHI3BAJIM OOJIBIIION UHTEpEC,
B OCOOEHHOCTH IO pe3yjbraTaM JIEYEHUs IeTel Mpome-
JKYTOYHOI'O PUCKa C HEHPOOJIaCTOMOIA.

Ha nocmepnoii ceccuu ¢ K. Poopueesom-Taaundo (CIIA)
At the poster session with C. Rodriguez-Galindo (USA)

NMopnpoGuee o SIOP Asia — 2017 paccka3biBaem Bpay-femckuil
oHKonor [lenuc Banepbesuy LlieByos:

«MpbI mpubsUH B KoponeBcTBo TawtaHm 1ist yyacTust
B ouepenHoM KoHrpecce SIOP Asia — 2017, mocBsieH-
HOM BOITpOCaM JIETCKOI OHKOJIOTUHW, KOTOPBII TTPOXOIVIT
B OusHec-1ieHTpe “Central World”. DTo 66U ofMHHAAIA-
TBIIA IO CYETY KOHTpecc a3uaTckoro noapasneaeHus SIOP.

Hawm Obin nesternpoBaHbl TTIOJTHOMOYMS TIPEICTABUTD
Ha 3TOM MEPOTPUITUN HAIIy CTpaHy, KaK OJHOTO U3 OC-
HOBHBIX UTPOKOB Ha KapTe perroHa B 006jacTh GOpbObI
¢ JETCKUM pakoM. MHe BbITIaja YecTb IPEICTaBUTh
MOCTEPHBIC JOKJIANbl IO MarepuajiaM Te3UCOB, TIOM-
TOTOBJICHHBIX TPYIIION I10 JICUEHUIO 3MOPMOHAIBHBIX
onyxojeid. DTo ObUIM PadOThl, MOCBSIICHHBIE OIMBITY
JIeyeHUs TalMEeHTOB ¢ Heipobiactomoit (HB) rpym-
bl IpoMexyTouHoro pucka B yciaoBusx HHITL ATOU
uM. Imutpust PoraueBa, a Takxke MeToAaM MOJIEKYJISIPHOMI
W TEHETUYECKOW IMAaTHOCTUKHU BOCIAJUTEIBHBIX MUO-
¢dudbpobaacTuyeckux omnyxojeil y pereir. Heobxomumo
OTMETHUTH OOJIBIIIOE YMCIIO YYACTHUKOB-a3UaTCKUX TOCY-
napctB oT Anonuu u Kutasg 1o Messumbel 1 Omana. Ipo-
rpamMa Obu1a chopMupoBaHa B 00pa30BaTeIbHOM KITIOUE,
Belb OOJBIIMHCTBO U3 450 y4acTHUKOB OBLIM MOJIOAbIE
BpauM — TeMaTOJOTHM-OHKOJIOTH, DPauoJIOTH, XUPYPTH
W CTTELIMAJIUCTHI APYTUX HATIPaBICHU.

B pamxkax neporo aHs Konrpecca, 25 mast, coctos-
JINCh CUMITO3UYMBI T10 JTAOOPAaTOPHOM TMarHOCTUKE B IET-
CKOM TeMaTOJIOTUM-OHKOJIOTUM U CECCUsI, TIOCBSIIIIEHHAs
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«TpaJMLIMOHHON TalicKoit MeauuuHe». CTOUT OTMETUTD,
YTO, HECMOTPS Ha KOJIOCCAJIIbHOE Pa3BUTHUE MEIULIMHBI
«3aMaJHOro» TUIA, Ha BCEM a3UaTCKOM MPOCTPAHCTBE HE
3a0bIBAIOT O MEIUILIMHE HAPOAHOW. DTO HE MPOCTO JaHb
KyJIbType, MpeaKaM, BEpOBaHUSM, a camasl HacTosIIas
napajjiesibHasg MEAWULIMHCKAS BCEJIEHHas, CO CBOUMMU
3aKOHAMU, TIpaBWIaMU, TepossIMU U mobegaMu. DTO NO-
BOJIbHO HEOOBIYHO, KOTJa B IBYX CMEXHBIX MTOMEIIEHM-
SIX, C OIHOW CTOPOHBI, TOBOPSAT O METOAUKAX MOJIEKY-
JISIPHO-TEHETUYECKOW JUArHOCTUKHU OITyXOJIEH, a C IPYrol —
0 ifore, MeIBEXbUX KOTTSIX U TOMY TTOJTOOHBIX OKOJIOME-
JTATIMTHCKUX TeMax.

DTO MoKa3bIBaeT TO, YTO CEromHsI A3MWsI — BTO HeE
TOJBKO CaMbIil TYCTOHACEJIEHHBbI PETMOH IUIAHEThI, HO
U OYEHb KOHTpACTHas BO BceM 4acTb cBeTa. OT CTpaHbI
K CTpaHe MEHSIETCSI He TOJIbKO YPOBEHD XKU3HU, HO U MO~
XOJbl K JICYEHUIO 3JI0KAYE€CTBEHHBIX HOBOOOpa30BaHUM
(3HO) y nereit. YacTo 3TO CBA3aHO C HU3KOM JTOCTYITHO-
CTBIO BBICOKMX MEIUITMHCKUX TEXHOJIOTUI OETHOMY Hace-
JICHUIO CTPaH PerroHa.

B mnpomomkeHune mnOporpaMMbl COCTOSIIACH CECCHUS
MO0 JUAarHOCTUKE W JICUEHUIO TeMOOJacTO30B y [NETel,
B paMKax KOTopoil BwIcTynuiau Jjekropbl u3z CIIA
Y. [Tyu (ocTpslii tTumdobaacTHbI eiiko3), K. Ponpures-
Tanuugo (ructuouuTossl) u C. ToBapa (HEXOMKKUHCKUE
aumMdombl). Ceccust Hocuia oOpa3oBaTe/IbHbIN XapakTep
1 Obla TMOCBSIIEHA BOMPOCAM aJaNTallid MPOTOKOJIOB
IUIS. CTPaH C OTPAaHUYEHHBIMU pecypcaMu. 3aBeplIniach
00pa3oBaresibHAs YacTh MEPBOrO JHS CECCUEN MO Jieue-
HUIO OIyXoJiel LeHTpaibHOW HepBHOU cucteMmbl (LIHC)
non mpeacenareabctBoM A. HakaraBapel (AmoHus).
3akpbIBaja MEpBBIA JeHb MEPOTIPUSITHUS IIEPEMOHMS OT-
KPBITHsI, KOTOpasl OTpaxana HallMOHAJTbHBIH KOJOPUT
Tawranna.

Bo 2-it nenp KoHrpecca cocrosiuchk obpa3oBaTesib-
Hble ceMUHaphl o auarHoctuke 3HO y nerei, JjedeHUI0
onyxoneir ITHC, TpaHcmiaHTaUuMKU TreMOMO3TUYECKUX
CTBOJIOBBIX KJIETOK Yy TAllMEHTOB C TeMOOJIacTO3aMM.
Oco60 xouy OTMETUTh, YTO BO 2-ii neHb KoHrpecca co-
CTOSTaCh CECCUs T0 JIy4eBOM Tepanuu, conpeaceaaTesieM
koropoii cran K.M. Kupruzos. Ha naHHoi1 ceccun nHTe-
pecHbiit foxian npoyutan A. I[Maynmuno (CLIA), KoTopsiit
MPEICTAaBWI HOBbIE TAHHbIE IO JTy4YEBOW TEPANIUU U €€ OT-
JTaJIEHHBIM TTOCJIEICTBUSIM.

Kpome Toro, B 3TOT IeHb COCTOSIACh BCTpeya Jene-
rauun HOITI'O ¢ K. Poapuresom-Tanungo (CILA), rae
ObUIM OOCYXXJEHBI BO3MOXHOCTH COBMECTHOU pabOThI
B ctpaHax CHI, a Takxe cTaxXupoBKu Kosuter u3 Poccun
B Tocniutane Cesitoro Uynsl (Memopuc, CILA).

ITporpamma 3-ro mHS ObUIa B OCHOBHOM IOCBSILIEHA
npobiemaM coaugHoil onkojoruu. Tak, K. Pompures-
Tanunuao npencraBusl 0030pHBIN TOKJIA[ O COBPEMEHHBIX
MPOTOKOJIAX U METOAAX NUAaTHOCTUKU PabIOMUOCAPKOMBI
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y IeTeil, B TOM YMUCJIE C JEMOHCTPALMEN BO3ZMOXHOCTEN
MOJIEKYJISIPHO-OMOIOTUIECKNX W TeHETUYECKUX HCClie-
noBaHuii. Ilpodeccop A. HakaraBapa mpeactaBui aHa-
Jn3 uurtoreHernyeckoro npoduast Hb ¢ akieHtom Ha
MOMBITKY pa3padOTKy MEePCOHUMDULINPOBAHHON Tepanuu
neteit ¢ 3TuM BuaoM 3HO, a Takke aHaiIu3 pa3IudHbIX
TeHETUYECKUX HApYIIeHWI, UTPAIOIINX, BO3MOXHO, OJTHY
U3 BeIyIIUX pojieil B (hOpMUPOBAHUM TaK Ha3bIBaEMO
TPYMIIBI YIBTPABBICOKOTO pHCKa. BBIIO TMoKazaHo, 4TO
JUTST YCTIENITHOW M BCECTOPOHHEW MUAarHOCTUKU TPeOyeTcst
MPOBe/IeHNEe TCHOMHOTO CEeKBEHUPOBAHUSI, METUJINPOBA-
Hug JHK, 4yTo momoraeT BbIIEIUTDL TPYIIY IMallleHTOB
C KpaliHe TIJIOXMM MPOTHO30M 1o 3aboseBaHuio. b. Mop-
nann (BenmnkoObputanust) mpeacTaBuil HOBEUIIWI TTPOTO-
ko rpynnbsl SIOPEL 15t manimeHTOoB ¢ renaro01acToMoit
CTAaHIAPTHOTO pPHUCKA, TJABHOW WIEE KOTOPOTO CIy-
SKAT KOHIIETIIIUS MaKCUMaJIbHOMW JIedCKalalluy Tepann
BIUIOTH JIO TIOJIHOTO OTKa3a OT IPOBENECHUST XUMUOTepa-
TeBTUYECKOTO JIEYSHUSI — TOJIBKO C BBITIOJTHEHUEM XUPYP-
TUYECKOTO BMEIIATeIbCTBA, U B CITydae TIOJTHOW pe3eKIIun
OITyXOJIW MAlIMEHTa B MOCJIEAYIOIIEM TOJbKO HAOTIOAAIOT.
[NepBble MaMEHTHI CTAI yYaCTHUKAMU HOBOTO UCCIIE0-
BaHus yxe jetoM 2017 . Takke B 3TOT A€Hb COCTOSIACH
nekus b. Mopnanaa o pe3yibsraTax Teparny OCTeOTeH-
HOM capKOMBI y ieTeit Ha ocHoBe npoTokojia EURAMOS.
Kak wror mpo3By4ano HECKOJIbKO OCHOBOITOJIATAIOIINX
aCIIeKTOB, TAaKMX KaK JI0Ka3aTeJbcTBO Hed(PdEeKTUBHO-
CTU TIpUMEHEHUsI TIpernapaTtoB MHTepdepoHa B KauecTBe
TMOAJIEPKUBAIONICH Teparuu, BO3MOXHOCTh OTKa3a OT
MPUMEHEHUST BBICOKMX JI03 METOTpeKcara ¢ 3aMeHOl Ha
udocdamua, OTCYyTCTBUE 10KA3ATEIbCTB YJIYUILIEHUS BbI-
KMBAEMOCTU TIpU A00aBiIeHUM 4-TO TIperapaTa B CXeMy
MAP (MeTOoTpeKkcaT, TOKCOPYOULIMH, LIUCIUIATAH) U Jp.
OpHUM M3 yKpalleHUui HaydYHOW MPOTpaMMBI THS CTajia
ceccusi TI0 MY3bIKQJIbHOW Teparnuu, NMpUMEeHEHUIo OyI-
JIUCTCKOW (puytocoun B OpraHu3aluy MasIMaTUBHON
TTOMOIIITH.

ITo npaBy ogHOI M3 cCaMBIX HACBIIIIEHHBIX U MHTEPEC-
HBIX CECCHIT 0Ka3aJI0Ch 00CYXXIeHME TMTePCITEKTUB JETCKOM
reMaToJIOTUM-OHKOJIOTUN B A3uM, Te AOKJIam OT JIUIa
Poccun u CHI nipeacrasun K.U. Kupruzos. CoobiieHue
BBI3BAJIO OOJIBIIION MHTEPEC, KaK 1 BCSI CECCUsL. 3aBEPIIIVLIT
MporpaMMy MEpOTIPUSITUS CUMITO3UYM TI0 HYTPUTUBHOM
TTOIEPKKE.

Takum obpazoM, naHHbIii KoHrpecc Hocu1 oopa3oBa-
TEJTBHBIN XapaKTep, YTO OKa3aJoCch KpailHe TIEHHBIM IS
MOJIOJIBIX CIIEIIMATNCTOB. BONBIIMHCTBO TOKJIA0B OBbLITN
TTOCBSIIIEHBI OOIIIMM BOTIPOCAM AETCKOM reMaTOJIOTUH-OH -
KOJIOTMM C JIEMOHCTpAIlMeil 3MUIEMUOIOTUISCKUX TaH-
HBIX, PE3YJITaTOB TIPUMEHEHUST PA3TMIHBIX TIPOTOKOJIOB,
OCHOB COTIPOBOIUTEILHOM Tepanuu U HyTPUTUBHOM TIO/T -
nepxke. OTIBIT y4acTus B TTOMOOHBIX BCTpedaX HEBO3MOXK-
HO MEPEOLIEHUTh. DTO — BEJUKOJIEITHAS IIKOJA!».

2017 11}



JETCKOU

HOAro

IEMATOJIOTHMU u OHKOJIOT MU

Houndepenuua MemxayHapoaHou rpynnbl no u3y4YeHurd nepBuYHbIX
3/I0KayYecmBEeHHbIX onyxoneil neyeHu y npemei

6—7 anpens 2017 . B Ilapuxe (PpaHums) cOCTOS-
Jlach ouepelnHasl eXeromHasi KOH(epeHIMs, OpraHu30-
BaHHass MeXIyHapOIHOI TPYIIION MO M3YyYEeHUIO Tep-
BUYHBIX 3JIOKAYeCTBEHHBIX OIYXOJIel IeYeHU y JeTeit
(Childhood Liver Tumors Strategy Group, SIOPEL).
B koHbepeHIIMM TPUHSUIM ydacTue CIEHUaTUCThl U3
crpan  EBpomeiickoro Coro3a (Iepmanmst, ®paHims,
Hranusa, Benukobpuranus), Anonuu, CIIA. Poccus
ob1a npeactasiaeHa cnetuanuctamu HHITL ITOW um.
Jmutpus Porauesa ([1.FO. KauaHoB). OCHOBHOI1 1ieJIbIO
YYaCTHUKOB KOH(EpeHIIMU ObUIO 00CYyXIeHUE OKOHYa-
TEJTHHOTO Mr3aliHa HOBOTO MEXIyHapOJHOTO KIMHWYE-
CKOTO MCCJIeTOBaHMs, HAIIPABJIEHHOTO Ha ONTUMU3AIINIO
JIeYeHUsI TeTIaTO0IaCTOMBI M FeTIaTOLIEJUTIONISIPHOM KapIiu -
HOMBI y aereid. ClaemyeT OTMETUTh, YTO CO3IaHNE HOBOTO
MEXIyHapOJIHOTO KIIMHUYECKOTO MCCIIEIOBAHUS SIBUJIOCH
pe3yJIbTaTOM KOOIIEpUPOBAHHOM PabOTHl U KOHCEHCYca
BEIYIINX CIIENUATNCTOB B JICYCHUM TenaTo0IacTOMBI He-
ckonbkux uccienosareabckux rpynm (SIOPEL, Herckas
onkosiornueckas rpynna CIIIA (Children’s Oncology
Group, COG), Hemelikas rpynra mo JICUEHUIO OITyXO-
Jieil medyeHu, SAMoHCKas rpymma Mo JIYEHUIO OITyXOJei
neueHu (Japanese Liver Tumor Group, JLTG)). PykoBo-
JIUTEJIEM HOBOTO MCCJIeI0BATEIbCKOTO MPOTOKOJIA, TTOIy-
yusliero HazBaHue Pediatric Hepatic International Tumor
Trial (PHITT, upeHTU(GUKAMOHHBIA HOMEP Ha caiiTe
clinicaltrials.gov — NCT03017326), cran mpodeccop
b. Mopnaun (Yausepcurer bupmunrema, Benukoopu-
tanust). OH TIpencTaBUI OKOHYATEJIbHBIM MU3aiiH Tpo-
TOKOJIa, B paMKax KOTOPOTO TMAaIIMEeHThI C TernaTo01acTo-
MOI cTpaTu(UIUPYIOTCS Ha 4 TPYMIIBI pUCKa, TIPU 3TOM
JUISL psiia TPYMIT prcKa MpearycMOTpeHa paHIoMU3allus.
OCHOBHOI1 KOHIIETILIME! TTPOTOKOJIA SIBJISIETCS BhIIEIeHUE
TOATPYIIT MAIIMEHTOB, Y KOTOPBIX Teparusi MOXeT ObITh
JIeaCKaJIMpOBaHa TP COXPAHEHUM XOPOIIMX pe3ysIbra-
TOB JIEYEHUsI, U, HATIPOTUB, Y OOJBHBIX C OTIAJTCHHBIMU
MeTacTa3aMM Ha MOMEHT ITOCTAaHOBKM IUarHosa Tpei-
yCMOTpeHa MHTeHcuduKaius jJedyeHusl. BakHbIM OTJIU-
yreM OT MPEAIIeCTBYIOMMX MPOTOKoJI0B rpymnnbsl SIOPEL
SIBJISIETCST BBIJIEJIEHUE TTOATPYIIT TMAllMEHTOB, Y KOTOPBIX
BO3MOXHO BBITIOJIHEHUE PATUKAILHOTO XUPYPTUIECKOTO
BMeIIIaTeIbCTBA Ha MEePBOM 3Tarie 0e3 MpeaIecTBYIoei
npejorepanoHHoi Tepanmuu. OduimaibHOe OTKPBITHE
MPOTOKOJIa IJIaHupyeTcs: Ha cepenuHy 2017 .

CrieyeT OTMETHUTD, YTO CO3MaHUIO0 HOBOTO TIPOTOKO-
JIa TIpeiecTBoBaia 60blas MOArOTOBUTEIbHAS padoTa

HECKOJIbKMX pabOuyuX TpyMIl 3KCIEPTOB (IETCKHUE OHKO-
JIOTH, PagvoJIOTd, XUPYPTH, TATOJIOTU U MOJIEKYJISIPHBIE
O6uosiorn). B wacTHocTH, paGoyeil rpymnmon paarooroB
u xupyproB MmoauduimpoBana cuctema PRETEXT, uc-
TTOJTB3YIOIIASICST TSI OIIEHKU PacipoOCTPaHEHHOCTH TPO-
11ecca y maiMeHTOB C OTyXOJISIMU TICUEHM.

B xone koHbepeHUU ObLIM TpeACTaBIeHbl PE3YJib-
TaThl TEKYIIUX KIMHUYECKUX MCCIIEIOBAHUI IO Temaro-
OJlacTOME W TenaTole/UTIONSIPHON KaplurHOME y JETeid.
I1. bpok (BenukoOputaHus) npeacTaBuiia mIpoMexXyTou-
Hble pe3yabTaThl Tekyluero ucciaemoBanusi SIOPEL-6,
HaIpaBJIEHHOTO Ha CHIDKEHWE OTOTOKCUYHOCTH IMCITIA-
TUHA'y IeTell CTAaHIAPTHOM Pyl PUCKA C TeNaTo01acTo-
moit. P. Maitepc (CIIIA) npeacraBuia TeKylIUe pe3yib-
TaThl JiedyeHusl remnatodsacTomMbl 1o mnporokoiam COG
B CeBepHoii AMepuke. bosbpiioe BHUMaHuE yIEasI0Ch
pe3yJibTaTaM M3y4eHUsT MOJIEKYJISIPHO-TEHETUUECKUX Xa-
PaKTepUCTUK OITyXOJIeil TeYeH! y IeTeil 1 BO3MOXHOCTH
WCTIONb30BaHUS TOJYYeHHON WHGbOpMAIMK B OymyiemM
JJI pa3pabOTKK TapreTHoul Tepanuu 3adosieBaHus. OT-
JesibHasT ceccusl ObLIa IMOCBSIEHa MpobJieMe TeHeThde-
CKOM MpepacroioKeHHOCTH K Pa3BUTHIO TENaTo01acTO-
MbI, B yacTHoctu MmytanusaMm reHa APC (adenomatous
polyposis coli, afeHOMaTO3HbII MOJUITO3 TOJCTON KUIII-
K1), a TakKKe CKPMHUHTY B LIEJISIX PAHHETO BBISIBICHUS
OITyXOJIM y TAHHBIX MallUEHTOB.

OtnenbHasg ceccusi ObLIa TMOCBSIIEHA BOMPOCAM XM-
PYPTUM OITyXOJIeii eueHu y neteit. TeMaMu 1J1si COBMeCT-
HOTO OOCYXXJIEHUS SIBJISUIMChH TMOKa3aHUsI K METacTa3dK-
TOMUM TIpU TeMarodjacToMe, CPOKM M ITOKa3aHUs
K TPOBEICHUIO TpaHCIIAHTAllUM TIeYeHU Yy TallMEeHTOB
C remnaTole/UTIONIIPHOM KapliMHOMOM M paHHee HallpaB-
JieHre OOTBHBIX C Hepe3eKTa0eIbHBIMU OTTYXOJISIMU TIeue-
HUM Ha KOHCYJIBTAIIMIO B IIEHTPBI, CIIEIINATU3UPYIOIINECS
Ha TPAHCIUTAHTAIIMOHHBIX TEXHOJIOTHSIX.

VYkpaieHrneM KoH(MepeHIIMY CTajlo BBICTYIUIEHUE W3-
BECTHOTO (PpaHILy3CKOro XUpypra, OJHOIO U3 co3aaTesei
cucteMbl PRETEXT — @. ToTbe, B KOTOPOM OH 00OOIIINIT
cBoii 30-JIeTHUI OIBIT XUPYPTUUECKOTO JICYSHHUSI OITyXO0-
JIeli eyeHu y aeteil u chopMyIupoBall OCHOBHBIE MOCTY-
JIaThI TAHHOTO JICUEHMS.

B xonme xoHdepeHuuu c¢ npesugeHtom SIOPEL
b. Mopnang obcyxnanack BO3MOXKHOCTb BKJIIOUEHMS
HHITL ATOUN um. Imutpust PoraueBa B MeXayHapo-
Heiii nipotokon PHITT u BO3MOXHOCTH OOCYXIEHUS
CcJIOXHBIX ciydaeB ¢ akcnieptamu SIOPEL.
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Vill PeruonanbHad KoHfpepeHyuqa esponeiickoro noppasaenexHusn
MemxayHaponHoii opradusayuu Childhood Cancer International

12—14 mag 2017 . B Pume (Utanus) cocrostnach VIII
PervonanbHast KoHbepeHLUs €BPOMEHCKOro Ioapas-
neneHust MeXIyHaponHOW accolMalliid POAMTEThCKUX
opranuzauuil B obsactu onkojoruu (Childhood Cancer
International, CCI). B koHbepeHIUM TpUHUMAJIa yya-
ctue OOIlECTBEHHAasT OpraHU3alvs POAUTENeH aeTeit
C HelipobaacTOMO, MpeaCTaBUTEI KOTOPOl U MOATOTO-
BWJIN TAaHHBIA OTYET.

CCI (8 mpouwtom — ICCCPO) — 3T0 30HTUYHAsA OpP-
raHu3auus, ocHoBaHHas B 1994 . u oobenuHsomas 181
opra”uzanuio u3 90 ctpaH Mupa Ha 5 KOHTUHeHTax. Llenb
JIESTeTbHOCTH acColMallii — pacIiipocTpaHeHne nHpop-
MallMy ¥ OTBITA B LIEJISIX YAYYIIEHUS JOCTYIa K MaKCH-
MaJIbHO XOPOIIIEMY JIEYeHUIO W yXOIy IJIsl IeTeil ¢ OHKO-
JIOTUYECKUMHU 3a00JIEBAaHUSIMU BO BCEX YroJIKax 3eMHOTO
mapa.

KonpepeHims mnpoBoAMTCS €XErogHo W WHTepec
K Heil TIOCTOSTHHO pacTeT. B aToMm romy B MeponpusTuu
yuactBoBaiM 160 yenoBek, 50 U3 KOTOPBIX — 3TO JIIOIU,
BBUICUMBIIIMECS OT paka B aeTcTBe. bosee 60 opranuzarmii
U pOUTENIbCKUX TpyII 13 30 cTpaH MUpa MOCETUIA KOH-
depenuuto. Takxke cpeayd MpUIIAlIEHHBIX YYaCTHUKOB
OBLIY TTPENCTAaBUTEIN TAKUX KPYITHBIX OpraHM3alnii, KaK
SIOP (The European Society for Paediatric Oncology),
MArAT® (IAEA, International Atomic Energy Agency),
EURORDIS (Rare Disease Europe), apMaiieBTU4ECKUX
KOMIIaHW#, UCCIIeI0BATEILCKIUX UHCTUTYTOB U Ap. B pa-
0oTe KOH(EpPeHINN TakXe MPUHSIA yJacThe W Jejiera-
s u3 Poccuu: ucnonnutenbHeiit aupekrop POO «Jletu
u poautenu npotuB paka» (wieH CCI) K. Kwucenesa
u ocHoBaresn OOIIECTBEHHOM OpraHM3allMi pOAUTeNei
neteii ¢ Helipobnactomoit FO. Kopanenko u A. 3axaposa.

B xone 3-aHeB- v —
HOI  IIpOrpaMMbl
BBICTYITUJIN  CITH-
KEpbl U3 CaMBbIX
pa3HBIX  YTOJKOB
EBponsr — HWra-
JIVH, ABCTpUM,
JliokcemObOypra,
Anrnuu, [IBeiiua-
puu, Wcnangum,
Typuuu, Iepma-
HUM, XOpBaTuu,
CnoBakuu. Crano
SICHO, YTO BO3MOXK-
HOCTH y BCEX €B-
pOMNENCKUX CTpaH
pa3Hbie, HO CTpaxu

i
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U rpobemMbl ob1re. Ha koHdepeHrn o0cyxnaiu Takue
aKTyajibHbIe U 111 Poccun TeMbl, KaK yBEeTUYEHUE KO-
YeCTBa PETUCTPUPYEMBIX 3JI0KAYECTBEHHBIX 00pa30BaHUN
B MOCJIEAHUE AECATWIETHUS, CJIOXXKHOCTb MPOBEIECHUS K-
HUYECKUX MCCIeNOBAaHUN M PErrucTpaliii HOBBIX TTpeTia-
paToB 1S IeYeHUST JETCKOTO paka, MPUMEHEHUE KEeHe-
PUKOB, CO3IaHKE TTaCIopTa NalleHTa, IEPEHECILEro pax,
OpraHu3anus I1eTCKOro KaHIlep-perucTpa u ap.

MHorue ToKJIauyuKy MTOTIepKUBAIA BaXKHOCTD TUIOT-
HOTO COTPYAHMYECTBA MALIMEHTCKUX OpraHU3aluii ¢ Bpa-
yamMu U NpodeCCUOHATbHBIMU OpraHu3auusiMu. Tosib-
KO Onarojapsi AWajory, JTOBEPUTEIbHOMY OTHOIIEHUIO
U B3aMMOITOMOIIMA MOXHO JOOUTHCS BBICOKUX DPE3YJib-
TaToB B OOpbOE MPOTUB AETCKOTro paka. OMBIT 3amagHbIX
CTpaH TIOKAa3bIBAET, UYTO POAUTESbCKUE OpPTaHU3aALUU
93(bGbEKTUBHO TOMOTalOT MO HIMPOKOMY KPYTY BOIIPOCOB:
OT HaJaXXWBaHUsI KOHTAKTa MEXIY CEMbSIMU U BpadyaMu
1 MHOOPMAIIMOHHBIX KaMITaHWI, MPUBJIEKAIOIINX BHU-
MaHue K mpobjeMe JeTCKOTO paka, 10 (MHAHCUPOBaHUS
KJIMHUYECKUX UCCIEeA0OBAHUNA.

B 3aBepuieHue KoHdepeHUMU ObLIA O3BYYEHBI IIa-
HBI TI0 YCWIEHUIO B3aMMOJEHCTBUS €BPOIEUCKUX CTpaH
B paMKax eBporieiickoro otnesieHus CCI, a Takke puHsI-
TO pelieHue npoect IX PernoHaibHy0 KOH(MEPEHIIUIO
€BPOIECKOro moapasaeJeHus MeXIyHapOAHOW OpraHu-
zauuu CCI B 2018 . B [Toptyranuu.

B 3akitoueHue XoTenoch Obl J0OABUTh, YTO POJIb PO-
JNUTEbCKUX OpPraHW3alvii MO JETCKOMY paKy B Hallei
CTpaHe HEBO3MOXHO MepeoleHUuTb. COTpyaIHUYECTBY PO-
nuTeneit u Bpadyeil B Poccuu uaet yxe TpeTuii 1eCsATOK JIeT.
OnbITHBIE OpraHu3aluu, Takue kak POO «Jletu u poau-
Teu mpoTuB paka», PBOJI «Mckopka @onm» wim APOBO
«TpueauHCcTBO»,
J OCHOBAaHHBEIE
B 90-x rogax mpo-
LIIJIOTO  CTOJIETHS,
a TakKXe TOJIbKO
co3lnaBaeMble  Op-
TraHU3aluu TMOMO-
ralotr  BpayeOHO-
My  COOOILIECTBY
B IIMPOKOM CIIEK-
Tpe BOIMPOCOB.
Haneemcs, 4To
B Oyayliem Takoe
COTPYAHUYECTBO
Oyner Bce OoJsee
TECHbBIM W  ILJIO-
JIOTBOPHBIM.
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Busum K. Poppure3a-fanunpo
B HHMNLW ArOW um. AMumpusa Porayesa

13 utong 2017 . ctapToBaia IporpaMmMa COBMECTHBIX
¢ UccnenoBarenbckum rocniutanem Cearoro Mynsl mepo-
npustuit B Mockse u Cankr-Ilerepoypre. Hauano 6bu10
nosioxxeHo B Mockse B HHITL ITOW um. Imutpus Po-
rayeBa, IJe COCToOslIach BCTpeuya pykoBoacTBa LleHTpa
n HOJI'O c¢ Buue-npesuneHtoM locnurans CBsiToro
Wynet mpodeccopom K. Pogpuresom-Tanunmgo.

B pamkax BcTpeun oOCYXKIaTMCh BOIPOCHI COBMECT-
HBIX MEPOTPUSITUIN, B YACTHOCTHU 2-1 TaHAEMHOI BCTpe-
yn HOAT'O — HHITH JATOU um. JImutpus PoraueBa —
Tocriutans Cearoro Mynwl, koHbepeHuun crpan CHI
M0 AETCKOM TeMaToJOTMU-OHKOJIOTUM B OKT0pe 2017 .,
ceccurn HOAI'O u xkomurera PODC SIOP B Bammnrrone
Ha Konrpecce SIOP u ap.

B pamkax Buzuta B HHITL ITOUN um. JImutpus Po-
ragyeBa COCTOSIJICS OOXOM B OTACICHUM KIMHUIECKOUN OH-
KOJIOTUM C OOCYXKICHMEM ITalleHTOB, a B 3aBEpIICHMC
BusuTta npod. Ponpures-Tanunno npouen gexkuuio «[io-
OaJIbHbIE BBI3OBHI B JIETCKOI OHKOJIOTHW».

Bo BpemMs BuszuTa 00CyXaajacs BOMIPOC PabOThI
HOAT'O wn HHIIL AION wum. JImutpus Porauesa
B paMKax IniobaixbHOro anbsHca «CeHT IXym», B KOTOPBIit
BXOIUT 3 OCHOBHBIX KOMITOHEHTA — YJIy4llIeHUE TIOMOIITN
netsaM, odpaszoBaHue 1 HayKa. [Ipodeccop Poapures-

Yuacmuuku ecmpeuu ¢ K. Poopueezom-Taaunoo

Participants in the meeting with C. Rodriguez-Galindo

TammHOo OTMETWII, YTO TaKoe B3aMMOACHCTBHEC MEKIY
Lentpom, O6mectBom u lTocnutanem Castoro Wynwbl,
KaKk oOpraHu3auuMii ¢ eOUHBIMU LEJSIMM, T103BOJUT
OpPraHM30BaTh BBITAIOINIECECS COTPYIHUUYECTBO Ha TEPPU-
topun Poccunu ctpan CHIL HOAT'O w HHIILL AT'OA
uMm. JImutpust Porayesa, 1o cjioBaM Halllero roctsi, — 6e3yc-
JioBHBIE TuAepsl B PO u CHI.

Ha kaHane «HMWLL AFOU nm. Omuntpus Poravesa» Ha YouTube BblnoXeHa nekuuys
H Oﬂl ro K. Pogpuresa-ranmHgo, kotopas Obiia npoyntaHa B paMmkax BU3ura.

Il Wikona no quarHocmuke
U NeYeHuro amopuoHanbHbiX onyxonei (MocKBa)

®I'BY «HauumoHanbHBII MEIUIIMHCKUI UCCIen0-
BaTEJIbCKUM LIEHTP IETCKOW TeMaToJIOTUUA, OHKOJIOTUU
1 UMMyHosioruu um. JImutpusi PoraueBa» MuH3gpaBa
Poccun (HMULL AT'OUN um. Amutpust Porauesa) u Ha-
LIMOHAJIbHOE OOIIECTBO JETCKMX I'eMAaTOJI0rOB U OHKOJIO-
roB (HOAT'O) oO0bsBasIOT 0 nMpoBeAecHUU 24—25 HOSIOps
2017 . Il [lxoabl Mo AMAarHOCTUKE U JICUEHUIO SMOpUO-
HaJIbHBIX OITYyXOJICH.

Hayunast nporpamma IlIkosbl mocBsieHa 00CyKae-
HUIO aCMEKTOB AUArHOCTUKHU U JIEUEHUSI IMOPUOHAIBHBIX
COJIMIHBIX OITYXOJIEW Y IETEH IO HO30JIOTUSIM:

* HEWpoOJACTOMBI;

* OITyXOJIY TTOYEeK.

B pamkax [lIkonbl OyayT mpeacTaBieHbl JOKIAAbI MEXK-
JYHAPOIHBIX 3KCIIEPTOB, BEAYIIMX POCCUIACKMX CITCLIMAIII -
CTOB B 00JIACTU ONTUMM3ALIMU JIEYEHUST SMOPUOHATbHBIX
OITYXOJICi1, MMPOBEICH Pa300p KIMHUYECKUX CITyYaeB.

K yyactuio B [lIkose mpuriamaroTcst CrieMaaucThl, 3a-
HMMAaIOIIUECS JISYEHUEM JIETEl C COIMIAHBIMU OIYXOJISIMM.

Mecro nposeaeHuss Ilxonsr: HMMHWUL JITOU
uMm. [Imutpust Porauesa, Mocksa, yi. Camopbl Maiena, 1. 1.

VYcnosus: nng yyactus B Illkone HeobxoauMo 3armosi-
HUTb PETUCTPALIMOHHYIO (DOPMY U BbICIATh Ha 3JICKTPOH-
Hylo TTouTy info@nodgo.org a0 1 okrsiops 2017 r.

Iloopoonas ungopmauus o meponpusmuu pazmeuiena
Ha caiimax www.nodgo.org u www.neuroblastome.net.
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1l MexayHapoaHaa nemuas WKoNa no nepBUYHbLIM
UMMYHOAeuyumam

24—27 wtong 2017 r. Ha 6aze HHITLL AT'ON um. Amu-
Tpus PoraueBa cocrostnace III MexayHaponHas JeTHsIS
LIKOJIA TI0 IEPBUYHBIM UMMYHOneduumTam. OpraHusaro-
pamu BeicTynwiu HanuoHanbHas acconuanusi 3KCepToB
B 00J1aCTU MEPBUYHBIX UMMYyHOIeUUIUTOB U Hatll LleHTp.

VYuactHukamu [xonel ctanu 30 MonoabIx Bpauyeit
U3 pa3IuuHbIX pernoHoB Poccuu, Pecnyonuku bena-
pych, Apmenuu, Kazaxcrana, boarapuu, Upana, Erunra
n CrnoBeHuun. HeoOXonumMo OTMETUTBh, YTO 3TO OBIIM HE
TOJIBKO BPaYU-UMMYHOJIOTH-QJIJIEPTOJIOTH, HO U ITyJIbMO-
HOJIOTU, PEeBMATOJIOTH, TMEAUaTpbl, KOTOPbIM Hebe3pas-
JINYHA TeMa MePBUYHBIX UMMYHOIEMUIIUTOB.

B kayecTBe HACTaBHUKOB U JIEKTOPOB B paMKax
[Ixonbl BBICTYNWIM BeoylIMe WMMYHOJOIM C MUPO-
BbIM uMeHeM X. Oxc (CIIA), Y. AkcenteeBuu (CIIIA),
9. Tambpunepu (Mrtanus), I1. Crenencku (M3panb)
u A.1O. [llepouna (Poccus).

B pamkax IlIkosnbl, KoTOpasi IpOBOAWIACH HA aHTJIWIA-
CKOM $I3bIKe, Oblla OpraHM30BaHA HE TOJIBKO JIEKIIMOH-
Hasl, HO U TpaKTUYeCcKas 4acThb, B XO/Ie KOTOPOU yUYaCTHU-
KU aKTUBHO OOCYKIaJld CBOMX MAllUEHTOB, a TAKXKe MyTU
YJIy4lI€HUs] TUATHOCTUKU MEPBUYHBIX UMMYyHOIEhUIIM-
TOB B CBOUX CTPaHAaX U ACJTWINCH OTBITOM.

X. Okc (CILA) — 00un uz eedyuwux aexmopog Illxonwvt
H. Ochs (USA) — one of the leading lecturers of the School

O6pasoBamenbHblil CEMUHAp no nporpaMmme
«JlanbHue peruonni» B Maxauykane

14—15 ampensa 2017 . B Pecnyonuke larecran (PI)
COCTOSIICSI CEeMUHAp Mo mporpamMme «JlanbHue peruoHbI».
CeMuHap mpolesl cpa3y Ha HECKOJBKUX ITUIOIIAAKax —
B MuHucrtepctBe 3npaBooxpaHeHus P, JleTckoii pecy-
OIMKaHCKO# KimHu4YecKoit oonpHuie nM. H.M. KypaeBa
(IPKb um. H.M. Kypaesa), PecrybiimkaHCKOM OHKOJIO-
TMYECKOM KJIMHUYECKOM OucIlaHcepe W PecmyOnmkaH-
CKOM T1aTOJIOTOaHATOMUYECKOM OIOPO.

B MmeponpusaTun NpUHSUIM yYacTue OOJIBIIOE YHCIIO
choymateneii — 6osee 350 yenoBek. TpaguiMoHHO ce-
MUHap ObUT opraHu3oBaH HalMoHalIbHBIM OOIIECTBOM
JIIeTCKUX remaTtosioroB u oHkosioroB (HOHAI'O), HHITLI
JATON wum. Omutpusi PoraueBa, 0JaroTBOpUTEIbLHBIMU
donnamu «[omapu xku3Hb» 1 KoHcTaHTMHA XaOeHCKOTO.

PO sasnsgerca nunepom Cesepo-KaBkasckoro ene-
paJIbHOTO OKpPYyTa IO YMCJIEHHOMY COCTaBY IETCKOIO Ha-
cenenwus, B cBsa3u ¢ ueM B JIPKbB um. H.M. Kypaesa (r1aB-
HbIN Bpad — b.M. MaxaueB) paboTaeT oTaesieHue AeTCKOM
reMaToJIOrMU-OHKOJIOTHH Ha 60 Koek (3aBemyrolast oT/e-
nenueMm — .M. KOnycoga).
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Omkpbimue npoepammol 045 neduampos 6 akmogom sanre Munucmepcmea
30pasooxpanenus Pl

Opening of the program for pediatricians in the assembly hall of the Ministry
of Health of the Republic of Dagestan
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Ji IETCKOM

Haepaxcoenue A.I. PymsHyesa nowemuoii epamomoii Munucmepcmea
30pasooxpanerus P/l

Presentation of A.G. Rumyantsev’s honorary diploma of the Ministry
of Health of the Republic of Dagestan

JlaHHBINT ceMUHap Mpennoarajl MHTEHCUBHBIN (op-
Mat paboThI Ccpa3y Ha HECKOJbKHUX TUIOMIAaKaX — JEKIIUKN
IIJIST TIEIUaTPOB OBLIN IMPOYMTAaHbl B MUHUCTEPCTBE 3Apa-
BooxpaHeHusi PJI, macrep-kiacc 1 JIeKUMU JJIs1 AETCKUX
xupypros npouiu B IPKb um. H.M. KypaeBa, nexkuuu
JIJISI OHKOJIOTOB U BCTpeya C MalMeHTCKOU opraHu3anm-
€l — B OHKOJIOTMYECKOM AMCIIaHCePEe U MacTep-Kaace st
Bpayeii-1aToaoroB cocrosiics: B PecnybjimkaHCKOM MmaTo-
JIOTOAHATOMUYECKOM O10pPO.

IEMATOJIOTHMU u OHKOJIOT MU

Heneraruio jekTopoB Bo3riaBui A.I. PymsiHieB, B ee
coctas Bouuu: A.M. KapauyHckuii, C.P. Bapdoaomeena,
A.1O. lepouna, H.C. Ipaué, H.B. 2Kykos, A.B. Heuec-
HioK, C.P. Tansinos, .M. Konoanos, K.B. J1Io6peHbKOB,
C.B. lllapukos, E.I. MaHncyposa, K.1. Kupruzos. Cemu-
Hap aktuBHO ocBemaicsa B CMU. B pamkax Mepornpusi-
TUSI COCTOSIOCH TToceleHue JlepOeHTCKOM LIeHTPaIbHOM
pecrnybarKaHCcKo 0obHULILI U My3es meauiiuHbl PII.

H.B. 2Kykoe u A.B. Heuecntok na cemunape
N.V. Zhukov and A.V. Nechesnyuk at the seminar

Om3biB 0 CEMUHApe BeAyWero
Hay4HOro COMPYAHUKA

OMf1ena KoonepamusHbIX
uccnenoBanuil

B reMamonoruw/oHKonoruu
NOIPOCMKOB U B3pocAbIX MIBY
,  «<HMHL ATOH um. iImumpus

~ | Porayesa- Mun3ppaBa Poccuu
] A.M.H. H.B. HyxoBa:

«B pamkax cemuHapa «/lanbHue pernoHsl» B P/l 0611
opraHuzosaH u BusuT corpyaHukos HHIIL AT'OU
uM. JImutpus Porauesa B PecryObinkaHCKUIT OHKOJIOTU-
YECKUMM KIMHUYECKUUN OUCIIaHCep, 3aHMMAIOLIMICS Jie-
YEHUEM «B3POCJbIX» MallMeHTOB. BU3UT BKI0Uan B ceds
JIEKIIMIO O COBPEMEHHBIX HaIlpaBJIeHUSIX Pa3BUTUSI OH-

KoJioruu, npeacrasieHHyo a.mM.H. H.B. XKykoBbiM, 1 10-
KJ1aJ1 3aBEYIOIIEero OTAeJICHUEM JIyYeBOM Tepanuu K.M.H.
A.B. HeuecHioka, mOCBSIILIEHHBIN COBPEMEHHBIM MOIX0-
JaM U JOCTUXKEHUSIM panguoTepanuu. [IpusiTHO OTMETUTb,
4yTO 00€ JIEKIIMU cOOpasu MONHbIN 3a1. B mocienytoiem
ObLTM TIPOBEJAECHbBI KOHCYJIbTAlUM PsIA CJAOXHBIX MalM-
€HTOB M O3HAaKOMMTEeJIbHAs 3KCKYPCHUS IO AUCIaHCepy.
OueBUIHO, YTO OHKOJOTMYECKUE CITY>KObI HEOOIBIINX 11O
YUCJIEHHOCTU HaceJieHusi cyobekTtoB Poccum yacto uc-
MBITHIBAIOT Ae(MUIIMT BHUMAHUS CO CTOPOHBI TOJIOBHBIX
NpPOMUIBHBIX YYpeXAeHUI, KOTOPbI OTYACTU YAaloCh
KOMIIEHCUPOBATh 3a CUeT Hallleil mporpamMMbl. biaronapst
9TOMY BCs MHGOpMalUs, IPMBE3eHHAasl B paMKax Ipo-
rpaMmbl «/lanbHue pernoHbl» B [larectaH, Obljla BOCIIPU-
HATa ¢ 61arogapHocThio. M, 6e3yc/IoBHO, B OTBET COTPY/I-
Huku HHITL IFOU um. Imutpust PoraueBa moayuuan
OIPOMHYIO TTOPLUIO MO3UTUBHBIX SMOLMN M UCTUHHOTO
KaBKa3CKOI'O TOCTEIIPUUMCTBA».
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Ji IETCKOM

[i Om3biB 0 CEMUHape rNaBHoOro
¥ pemcroro cneyuanucma
remMamonora-oHKonora
Munucmepcmaa
= 3[paBooxpaHenus P[i,

| 3aseqyloweil omaenexHuem
JiemcKoii remamonoruu-
OHKOMOrUU K.M.H.
W.M. lOnycosoil:

«14—15 anpens 2017 &. B Maxaukaiie cocTosuics 00pa3o-
BaTeJIbHBII TTPOEKT M1J1s MeAUaTpOB, FeMaTOJIOrOB-OHKOJIO-
TOB, XUPYProB Mo nmporpamme «JlaabHue permoHbl». Bemy-
mue corpynHuku HHITH ATOW um. Jmutpus PoraueBa
JIEJTJIUCh CBOMM OIBITOM U 3HAHUSIMU, a TaKXKe MPOBOIU-
JIM KOHCYJIBTallM CJIOKHBIX MalreHToB. CeMuHap npoxo-
JIWJT Ha HecKoJbKuX roinaakax: B JIPKB um. H.A. Kypaesa,
Pecry01KaHCKOM OHKOJIOTMYECKOM KJIMHUYECKOM JIHC-

IEMATOJIOTHMN u OHKOJIOT MU

maHcepe, PecrnyOIMKaHCKOM —IaTOJI0OTOAHATOMUYECKOM
610po 1 MuHUCTepcTBe 3npaBooxpaHeHus PII.

st Hac 0cOOEHHO LIEHHOM ObLIa BO3MOXHOCTb K-
BOTO OOIIIEHUST Bpadeil C BEAYIIUMU CienaaucTaMu ge-
JEPaIbHOTO TIEHTpa W CTpaHbl. 3afgadu I0 YJIy4lIeHUIo
KauecTBa CIeLMAIM3MPOBAHHON CIYyXXObl, paHHel aua-
THOCTMKE OHKOJIOTMYECKHUX 3a00JIeBaHUI y JeTeit, BOTIPO-
ChHI TAJJTMATUBHOM Tepanuu 1 00e300TMBaHUS y TTAlIMEeH-
TOB C XM3HEYTPOXKAIOIIMMU 3a00JIEBAaHUSIMU W MHOTHE
JIpyTHe YCIIENTHO peIIaloTcs B pecryOivke Ojaromaps
nomoIu pykooactsa u cneuuanucros HHITL JTOU
uMm. Imutpus PoraueBa. OcoGeHHO XoueTcs moOsaro-
JapuTh TeHepaibHOTO aupekropa LleHTpa, mpesumeHTa
HOII'O akanemuka PAH A.T. PymsHiieBa, KOTOpbIiA, He-
CMOTpSI Ha CBOIO 3aHSTOCTD, TTOCUUTAJT CBOUM JIOJITOM T10-
CETUTH OTIAJICHHBIN PETUOH CTPAHBI U JIEJIAeT 3TO YKe He
B TEpBbIi pa3. Bripaxkaem cBOIO MPU3HATEIBHOCTH BCEM
CTIeTIMAICTaM, TIOCETUBIIMM HaIIly PECITy0JINKY, 3a TUIO-
JIOTBOPHBIN TPYI U KejaeM JaJbHEHIIEeT0 TPOIBETAHUS
U po(eCcCUOHATBHBIX TTO0e!».

OKpy:KHOU cCeMuHap no nporpamMmMe «JjanbHue peruonbl»
Ana cneyuanucmos Gesepo-3anagHoro heaepanbHoro oKpyra
B CaHkm-llemepOypre

14—15 mons 2017 ©. B Cankr-IletepOypre Ha 6a3e HUI
JIETCKOM OHKOJIOTMH, TEeMaTOJIOTUM W TPaHCIUIAHTOJIOTHN
nMm. PM. Topb6auesoit (HUU JOIuT um. PM. TopbGaue-
BOIT) COCTOSITICSI CEMUHAp I10 TIporpamme «/JanpHue pervo-
Hbl» 1151 cnienyanuctoB CeBepo-3anagHoro ¢genepajibHOro
okpyra (C3®0). CemuHap OblJI OpraHM30BaH COBMECTHbI-
vu yewmsimu [pasutensctBa Cankr-Iletepoypra, HHITLL
JATOUN um. Imutpust Porauea, HUM J1OTuT um. P.M. Top-
baueBoii, HalmoHambsHOro 00111eCTBa JETCKMX FeMaToI0roOB
u onkojioroB (HOJII'O), 6marotBoputenbHbIX (hoHmoB «I1o-
napu xxu3Hb» U KoHcranTtrHa XabeHckoro. B Mepornpusituu
npuHsuM yyactue 6osee 90 cnermanuctoB u3 Cankr-Ile-
TepOypra, JIeHmHTpancKoii oomact 1 perioHoB C3PO.

Hacenenue C3®PO0 Ha ceromHsAIIHUI AeHb HACYNTHIBA-
€T OKOJIO 14 MJTH 4eJtoBeK, U3 HUX OKOJIO 17 % cocTaBiIsdioT
IeTH 10 18 JietT, oMol KOTOPHIM IIPY HEOOXOIMMOCTHU
OKa3bIBACTCSI B PETMOHAIBHBIX IICHTPAX IETCKOM TeMaTo-
JIOTUU-OHKOJIOTUM U UMMYyHoJioruu. [Ipn 3ToM BBICOKO-
TEeXHOJIOTUIHBIE METONBI Tepaly Peaan3yloTCs B psime
denepanbHbix yupexaeHuit Cankrt-IlerepOypra. I1aBHbIE
CHELUMATUCTBL: TJIABHBI BHEIUTATHBIA [IETCKUAMN Crienua-
jymct-oHkojor Jlenunrpanckoit oonactn C.A. Cadonona,
[JIABHBI BHEIUTAaTHBIA JOeTCKuii remarosor JIeHUHrpa-
ckoit oonactu M.B. MapkoBa, IJ1aBHbII1 BHEIITATHbBIN JET-
CKUIi CITeIaIncT-oHKomor Komurera mo 3mpaBooxpaHe-
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Huto IlpaBurenwctBa . CaHkT-IleTepOypra mnpodeccop
FO.A. TlyHaHOB , IJIaBHBII BHEIUTATHBINM JETCKUIA CIIELINAINCT-

—

K. Poopuees-laaundo (CIIA) u A.I. Pymsanyesy éxooa ¢ HUU /IOIuT, na-
36anHbLll 6 namsams o P.M. Topbauesoii
C. Rodriguez-Galindo (USA) and A.G. Rumyantsev at the entrance to the
Research Institute of Children Oncology, Hematology and Transplantation,
named in memory of R.M. Gorbacheva

2017 11}



JETCKOU

K. Poopuees-Taaundo (CIIA) u oupexmop HUH JIOTuT um. P.M. Topbaue-
6oil b.B. Appanacves

C. Rodriguez-Galindo (USA) and B.V. Afanasiev, Director of Raisa
Gorbacheva Memorial Institute of Children Oncology, Hematology and
Transplantation

remarosior D.I. boituenko. B C3®MO HamaxkeHa cUCTe-
Ma JIOTUCTUMKU TMAlMEHTOB COBMECTHO ¢ (heaepaibHbIMU
LICHTpaMM, O YeM B CBOEM JIOKJIaZe paccKasaj AMPEKTOp
HUWUW JOIuT um. P.M. TopbaueBoii b.B. A¢paHacheB.

OcobenHocThio ceMuHapa B Cankr-IleTepOypre cTa-
JIO TO, YTO OH ObLI MPOBEACH C y4acTUEM BUIIE-TIPE3U-
nenta locniurans Csaroro Uynwl K. Pogpuresa-Tlanunno
(CHIA). Ipodeccop Pompures-lTanuHmo mpuHSII camoe
aKTUBHOE Yy4acTHE B CEMMHApe — IPOYMUTAI JICKIIUIO I10
HOBBIM HAaIIpaBJICHUSM B JETCKOW OHKOJIOTMU, ITPOBEJ
KOHCYJ/IbTAllUM ITALIMEHTOB OTIACIICHUS 10 JICYCHUIO COJIMI -
HBIX OITyXo0Jieii. B xome MeponpusiThsi cocTosIach BCTpeua
¢ pykoBonctsoM HUUM JOIuT um. P.M. TopbaueBoii, raoe
00CyXIaarich BO3MOXHbBIE COBMECTHBIE TTPOCKTHI B paM-
Kax TangeMHoro goroBopa ¢ [ocriutaigem Casitoro Mymbi.

Ha oTkpblTUM ceMHHapa COCTOSIOCh BPYYEHME I1O-
YETHBIX I'PAaMOT BEOYLIMM CIIeLUAJIMCTaM B 00JIaCTU
JIeTCKOM rematojiorur-onkojoruu C3®O He TONIbKO U3
Cankr-IleTepOypra, Ho 1 u3 Pecnnyonuku Komu, I[1ckoB-
ckoii, Bomoronckoit 1 MypMaHckoit obnacteil. B pam-
Kax MEpOMPUSTUSI COCTOSTUCH JICKIIUU JIUIECPOB ACTCKOM
remarojiorun-onkonorun Poccunm — A.I. PymsHuesa,
b.B. AdanaceeBa, A.M. Kapauynckoro, C.P. Bap-
¢donomeenoii, H.C. Cwmeranunoii, A.}O. IllepOunsl,
M.b. benoryposoii, A.Jl. Kymarmna, E.B. CemeHo-
Boit, D.I. boituenko, I.I. ConomnoBoit, MU.B. MapkoBoii,
0O.B. Tonomamnona, A.I. Bonkosoii, A.B. IlmonkuHa,
A.B. Koznosa, N.B. KazanieBa, M.A. Kyuepa. Crout
OTMETHUTh KPYIJIbI CTOJ IO HYTPUTMBHOM IOIJIEPKKE,
KOTOPBII OKa3ajcs O4YeHb MPOAYKTUBHBIM. M3 crmcka
BBICTYIAIONIMX BUIHO, YTO B CEMUHApE JUIS CIIeLMaM-
croB C3®MO Goblasg yacTh BRICTYIUIEHUH OblIa clejlaHa
JOKJTamIYMKaMy MPUHUMAIOIIEH CTOPOHBI.

Pabouast mporpamMa ceMrHapa BKJIouYaja He TOJIbKO
JIEKIIMOHHYIO ¥ KOHCYJIBTATUBHYIO YaCTH, HO M OpraHM3a-
muoHHyto. A.I. Pymsuues u C.P. BapdonomeeBa oT

IEMATOJIOTHMU u OHKOJIOT MU

B pamkax cemunapa K. Podpuees-laaundo nocemun omoenenus HUH
JOIuT um. P.M. Top6auesoii u npokoHCyAbmuposan nayuernmos

Within the framework of the workshop C. Rodriguez-Galindo visited the
departments of the Raisa Gorbacheva Memorial Institute of Children
Oncology, Hematology and Transplantation and consulting several patients

muua HOAT'O Bcrpetunuch ¢ pykoBoacTBom KomuteTa
no 3npaBooxpaHeHuto IlpaButenbctBa Cankr-Iletep-
Oypra 1 oOCyIWIM IPOEKT 0 Pa3BUTHUIO IETCKOM rema-
ToJIOTUU-OHKOJIornu Ha Tepputopun C3MO ¢ neHTpom
B Cankr-IletepOypre. CerogHst naHHoit npoodjeme B Ko-
MUTETE yICJISIeTCs OOJIbIIIOE BHUMAHKE.

Yuacmnuku cemunapa npusnasu npoepammy Kpaiine UHmMepecHol U HAcCbl-
wienHotl (pomo npedocmasneno IICIIGIMY um. akad. U.11. Ilasrosa)
Participants recognized the program of the workshop as extremely interesting
and rich (Photo provided by the I.P. Pavlov First Saint Petersburg State
Medical University)

Takum o6pa3om, ceMrUHap CTaja OJHUM U3 BaXKHBIX CO-
OBITUI B IETCKOM reMaTOJIOrM-OHKOJIOTUY U UMMYHOJIO-
ruu C3®O u Poccuu B iemom. Bo BpeMst ceMuHapa ObUTH
HaMeYeHbI TajJbHelIre MyTU pa3BUTUS COTPYAHUYECTBA,
B YaCTHOCTHU 3aIUIaHUPOBAHbI MEXIYHApOAHbIE U BHY-
TPUPOCCUNCKIE COBMECTHBIE MTPOEKTHI.

bnarogapum JIoKaabHbI OpraHU3allMOHHBI KOMUTET
B CaHkrt-IleTepOypre u KOMMaHWU-TIApTHEPHI, OKa3aB-
11IK1e TOMOIIIb B OpraHM3aly ceMuHapa, — AMaxeH, Ke-
npuoH, [aitep, ®apmumakc, Hyrpunusi, Canobu.
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JTETCKOU

Oms3biB 0 ceMuHape B CaHkm-
Memepbypre 3aBeaytoweil
ompeneHuem femckoii
OHKONOruu U remMamonoruu
Co6 rey3 lopoackas
KNuHu4yeckasa GonbHuua

Ne 31~, 3aBepytoweil
katheapoil oHKonoruu,
[eMCKoil OHKONOruY

; U ny4yeBoil mepanuu

mrsov Bll «GaHKm- Ilemepﬁyprcuuu rocyfapcmBeHHbIil
neguampuyeckuil MeAUWUHCKUI yHUBEpcumem»
Mun3ppasa Poccuu a.M.H., npocheccopa M.b. benoryposoi:

«14—15 mons 2017 . B [etepOypre Ha 6aze HUUW JOInT
uM. P.M. Topb6aueBoii cocTosiicsl ouepeaHoil ceMruHap 1o
mporpamme «JlampHue peruoHbl» (x0T CaHkt-Iletep-
Oypr CIIOXHO Ha3BaTh «IaJIbHUM» perrnoHoMm). Crymiare-
JIIMM CeMHUHAapa CTaIi IeTCKME OHKOJIOTU M TeMaTOJIOTH
Cankr-Iletepoypra u C3MO, a TakKe neguaTpbl U CTy-
nedtel CITIOITIMY.

IMpodeccnonanbHbie BeTpeun ¢ Koyteramu n3 HHITLL
JATOU uim. JImutpus PoradeBa Bo IlaBe ¢ aKaJgeMHKOM
A.T. PymsiHLIeBBIM Bceraa pagoCTHOE COObITHE, MTOCKOJIb-
Ky 3TO O3HayaeT MOJIy4eHe HOBBIX MHTEPECHBIX 3HAHUIA,
OOMEH OITBITOM U MPOCTO APYXKECKOe 00lIeHue. A B 3TOM
CeMHHape TakKxXe MPUHSUI yJacThe MaBHUI IPYr U KOJI-
nera u3 Tocmuranst Cestoro Mymer (Mempuc, CILHA) —
Kapnoc Poppures-Tanununo. Jokrop Pompures-lanunmo
MpPOYMTAI TOTPSICAIOLIYIO JIEKIIMIO O HOBOW MapaaurMe
JIEYeOHOTO TIONXOda K 3J0KAYEeCTBEHHBIM OITyXOJISIM,
0 HEOOXOIMMMOCTY WHAWBUIYATU3alNN JCUCHUS B 3aBU-
CHMOCTH OT MOJICKYJISIPHO-TEHETUIECKIX XapaKTepUCTUK
oryxoJjieii. MUpoBOMY COOOIIECTBY AETCKUX OHKOJIOTOB
MIPEICTOUT OTPOMHAsI paboTa B 3TOM HampaBJICHUU, YTO
JIOJDKHO PamuKalbHO M3MEHUTH CYIIECTBYIOIINE CTaHIAP-
THI IMATHOCTUKU U JICICHUS 3TOKAYeCTBEHHBIX OITyXOJIeit
y AeTei, pe3yJIbTaTOM 4Yero JTOJDKHA CTaTh OKOHYATETbHAS
rmobema Hall PaKoM.
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ITo HachIIEHHOCTH, Pa3HOOOPA3UI0 OOCYXIABIINX-
Cs1 BOIIPOCOB U YPOBHIO TOKJIATYMKOB CEMUHApP BIOJIHE
COOTBETCTBOBAJI HAYYHOMY MUHU-CUMITO3UyMY. OO0CyK-
Jaguch BOMPOCHl paHHEN NMAarHOCTUKHU 3JI0KAYeCTBEH-
HBIX omyxoieii y mereit (C.P. Bapdomomeesa), curyamus
B neTckoit onkoyioruu u rematosioru C3®MO (b.B. Ada-
HACbheB), Pa3IWYHBIC TEOPETUYCCKUE U TMPAKTHICCKHE
ACITeKThI IMATHOCTUKU U JICYEHUST OCTPOTO JTUMGbOOIacT-
Horo neiiko3a y geteit (A.W. Kapauynckwii, 3.1, boiiueH-
ko, E.B. CemeHoBa), coBpeMeHHbI€ TTOAXOAbI B IEYEHUU
omyxonu Bunbmca (M.B. benoryposa). Kpowme Toro, KoJi-
JileraMy ObLTW TIPEJCTABIICHBI OJIECTSIIME JEKIIMU TI0 BO-
MpocaM COIMPOBOIUTEILHOTO JIeUeHUs: MH(MEKIIMOHHBIN
KOHTpOJIb B KIMHUKE AeTckoil oHkosoruu (I.I. Comoro-
Ba), aHemuueckue cuHapomsl y aeteii (H.C. CmetaHuHa),
npo6iemMbl anTruOnoTHKOope3nucTeHTHOCTH (O.B. Tomoma-
MOB), OPOHXOCKOMHUSI B JMArHOCTUMKE WHGMEKIIMOHHBIX
ocnoxHeHnuit (A.I. Boiakosa), HyTpUTHBHAS TTOmIEPXKKA
OHKoJiornueckux 60iabHbIX (M.A. Kyuep), edeHue 6oJe-
Boro cuHapoma (A.B. [TimmorkuH). Borrpockr BEICOKOT03-
HOM XMMUOTepanuu 1 peaduInTallluy TocJie ee TTPoBe/Ie-
Hus ocBetunau goktopa M.B. Kazannes n A.I. Boakosa.
BaxxHbIe BOIPOCH TeMAaTOJIOTUM W MMMYHOJIOTUU OBLIN
ocBelieHbl B Jekiusax A.FO. Ilepounsr («/IedekTbl um-
MYHHOU cuctemsbl y neteit»), M.B. Mapkosoit («Iemo-
dunus»), AJl. Kymaruna («ITapokcusmanbHasi HOYHast
TEMOTJIOOUHYPUST»).

Jlexumio A.T. PymsHueBa «KieTouHast perynsiust pas-
BUTHUS peOCHKAa» aymIUTOPHUs CIyIIaja, 3aTanB IbIXaHUE.
Kak Bcerna, comepkaHue COOOIIEHUST BHIXOIUIIO aIeKO
3a paMKM y3KOCITeIIMaIbHBIX BOIIPOCOB IETCKOI TeMaTo-
JIOTUM Y OHKOJIOTUHY ¥ 00OTaTWJIO CIIyIIaTesieil HOBEMIIM -
MW HayYHBIMU TAHHBIMU.

BbesycnoBHO, ceMrHap OKaszajcs B BBICIIEH CTEIEeHU
MOJIE3HBIM JIJISI TPOMECCUOHANIOB B Pa3IMYHBIX 00IaCTIX
JETCKOW OHKOJIOTMU W TeMaTOJIOTUM, a TAKXKe JUIS JIOK-
TOPOB MEPBUYHOTIO 3B€HA, OT KOTOPHIX 3aBUCUT CKOPOCTh
HaIpaBJieHUs peOeHKa B CITEIIMAIN3UPOBAHHOE YUPEXKIe-
HUe, a 3TO, B CBOIO 0UYePelb, HAIIPSIMYIO BIUSIET HA PE3YJIb-
TaTHI JICYCHUS IETEH CO 37I0KaUYeCTBEHHBIMU OITYXOJISIMH.
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IEMATOJIOTHMU u OHKOJIOT MU

HOAI0 BbicMyNuNo opraHu3amopomM ceMuHapa And cneyuanucmos
MocKoBcKoll o6nacmu

B I'bY3 MO «MockoBckuit 00J1aCTHON HAaydHO-MCCIIe-
JIOBATEIbCKUM KIIMHUYECKUi MHCTUTYT M. M.D. Bmagu-
mupckoro> (MOHUKMU nm. M.®D. BragumMupckoro) cocro-
SUTCSI CeMUHAp [UTs Bpaueii-rnearatpoB MocKOBCKoOM 001acTu
«[émMaroJyorvst I OHKOJIOTHS B TIeAUATPIUECKOM TIPAKTHUKE».

Otkpeutu cemuHap A.I. Pymsanues, U.I. Congatosa
n ®.H. INanees. C neKumsIMM Ha CEMHUHApE BBICTYIIU-
m A.l. Pymannes, H.C. Cmeranuna, A.1O. Illep6u-
Ha, H.B. Msaxkosa, C.P. Bapdponomeesa, H.C. I[paués,
A.B. ITmonkun u K.1. Kupruzos.

CemuHap ObUT opraHu3oBaH MUWHUCTEPCTBOM 3Apa-
BooxpaHeHMs1 MocKoBcKoil obGaactv, HauuoHalbHBIM
00IIIECTBOM JETCKUX TeMaToyioroB 1 oHkojoros, HHIILL
JATOU wm. Imutpus PoraueBa, MOHUKHW M. M.®D. Biagn-
MUPCKOTO U TJIAaBHBIM JETCKUM CIELHaTNCTOM-OHKOJIOTOM
MockoBckoit odnactu C.P. BappoaomeeBoii.

Ha cemunape npucyrctBoBaiu 80 cCIeuuaanucToB
n3 MockoBckoil obnactu. Kak ckaszana 3aMecTUTeNb
MHWHHCTpa 3ApaBOOXpaHCHUST MOCKOBCKOI 001acTn
N.T. ConmartoBa, A.I. PyMaHIIeB 1 ero KOMaHJa — YHU-

KaJIbHBIN KOJJICKTUB TIeAUATPOB, KOTOPBIN SIBISCTCS JIU-
nepoM B Poccuu u tecHO coTpygHuuyaeT ¢ MOCKOBCKOIt
obnacteio. CeMMHap cTajl 4acThlo 00pa30BaTEILHOI TTPO-
rpaMMbl B MOCKOBCKOI 00J1aCTH.

Cemunap omipoinu A.I. Pymsanuees, U.I. Cordamosa u @.H. [larees
The seminar was opened by A.G. Rumyantsev, 1.G. Soldatova and F.N. Paleev

XIV MexpynapoaHana KonhepeHyua <AkmyanbHblié BONpochbl AemcKoil
OHKONOruu, reMamonoruu u uMmMmyHonoruu» 12-13 okmsaépa 2017 r.
(Munck, benapych)

12—13 okTs16ps 2017 . B Muncke coctoutcst XIV Mex-
JyHapoaHast KOH(pepeHLIMS «AKTyaJIbHbIe BOITPOCHI JAETCKOM
OHKOJIOTMH, TeMaToJIOTUd M WMMYHOJIOTMM», TTOCBSIILIEH-
Hag 20-netuto PecryOaMKaHCKOro HaydHO-TIPaKTUYECKOTO
LIEHTpa AeTCKOM OHKOJIOTHH, TeMAaTOJIOT U K UMMYHOJIOTH.

KonpepeHus mocssiieHa MPpUMEHEHUIO COBPEMEH-
HBIX TEXHOJIOTMI B JICYUEHUU AeTell C OHKOIreMaToJOoru-
YECKMMU 3a00JIeBaHUSIMU, TeMOITaTUSIMU, MePBUYHBIMU
UMMYyHOIE(UITUTAMMA.

Opranuszatopbl KOH(pepeHIIMr: MUHUCTEPCTBO 3Apa-
BooxpaHeHus1 Pecnyonuku benapych u PecnyOnukaH-
CKUI HAYYHO-IIPAKTUYECKUIA LIEHTP AETCKOM OHKOJIOTUU,
reMaTOJIOTUY ¥ UMMYHOJIOT M.

IMporpamMmMa KOH(pepeHIIMM OXBaTHIBACT CJIEIYIOIINI
CIEKTP BOIPOCOB:

* JMUAEMMOJIOTHUST 3JI0KaYECTBEHHBIX HOBOOOpPa30-
BaHWI U IEPBUYHBIX UMMYHOICHOUILIMTOB Y ACTeil U MO~
pocTtkoB. CoBpeMeHHBbIE IOAXOAbl K Kilaccudukanmu
U OpraHu3aliu PEerucTpaldu 1 MOHUTOPUPOBAHUS 3J10-
KauyeCTBEHHBIX HOBOOOpPA30BaHUM y eTel;

* LMUTONICHUM W WMMYHONC(HUIINTHBIC COCTOSHUS
y IeTeli: 9TMONaToreHe3, IMarHoCThKa, JIeYeHUe;

» neiiko3bl 1 MJIC y aeTeii U TTOAPOCTKOB: MOJIEKY-
JIIPHBIC MEXaHU3MBI, CTPAaTU(UKALINS 1 JICUCHUE pa3Ind-
HBIX TPYTIIT PUCKa;

* MUHUMaJibHasl pe3uayajibHas 00JIE3Hb MPU 3J10Ka-
YECTBEHHBIX HOBOOOPA30BaHUSIX: METOIBI OIPEAeICHUS,
UX KOppeJISILusl, KIMHAYEeCKOe 3HAUEHUE;

e auM@dOMBI y JeTeit U MOIPOCTKOB: COBPEMEHHbIE
noaxoabl K MOP(oJIOruyecKoil 1 MOJIEKYASIPHO-TeHETH -
YECKOM TMarHOCTUKE U JIEUEHUIO;

* OITyXOJIU KOCTEW U MATKWX TKAHEW y NeTel U MoJ-
POCTKOB: COBpPEMEHHBbIE MOAXOAbl K MOpdoJornieckoi
U MOJIEKYJISIPHO-T€HETUYECKO TUarHOCTUKE, CTpaTudu-
KallUK U JICYEHMUIO;

« onyxomm LHHC y meTeit 1 mMoapoOCTKOB: COBPeMEH-
HbI€ TTOAXOAbI K IMAarHOCTUKE U JIEUEHMUIO;

* HelipoOsacToMa: COBpeMEHHbIE MOIX0Ibl K MOpdosiornye-
CKOI Y MOJIEKYJISIPHO-TEHETUYIECKOIM IUArHOCTUKE 1 JICYEHUIO;

* TT'CK mpu BpOXIEHHBIX, HACJAENCTBEHHBIX U TPU-
00peTeHHbIX aHEMUSIX, UMMYHOIE(ULIUTHBIX COCTOSTHUSIX,
a TaxoKe MPU 3/1I0KaueCTBEHHbIX HOBOOOPA30BaHMSIX Y IETEi;

* COBPEMEHHbIE HaIlpaBJIEHUs U Ipernaparbl COMpo-
BOJIMTEIBLHON TEparuu.

Pezucmpauus u donoanumenvnasn ungpopmauus na caiime www.oncology.by.
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e TETCKOM
'EMATOJIOI'MM u OHKOJIOT'NU 3 2017 N1

OT PEAAKLMM
0

Yeaxxaemoie konnezu!

HaumHas ¢ 3Toro HOMepa, Mbl GyHEM 3HAaKOMUTb BaC C HOBbIMM Ha3HAYEHUAMI B HaLLeM CO00LLIeCTBE, TaK KaK 0YeHb BaXKHO 3HaTb
Konner, pa60Tarou4v|x B HaLLeil CNNOYeHHON CreLnanbHoCTH.

3asenylowaa ompeneHuem remamonoruu u xumuomepanuu Ne 1 ®I6Y
«Poccuiickan gemcKas KnuHuyeckaa 6onbHuya» Munsnpasa Poccuu
Examepuna AnpeeBHa Mpucmanckosa (¢ anBapa 2017 r.)

Exarepuna AmngpeeBHa B 2005 T ¢ ommuumeM oKoHumsa Bomarorpagckuit
rOCyIapCTBEHHBIN MEINIIMHCKUM YHUBepcUTeT. [Toce 3aBepiieHns 00ydeHMS Hadaia
CBOIO TPYIOBYIO AESATEILHOCTh BpauyoM-TICAMATPOM HEMPOIOTMUECKOTO OTACICHMS,
BpayoM aHECTE3MOJIOTOM-PEaHNMATOIOTOM OTACICHHS aHECTE3NOJIOT NI -peaHNMAaII
I'Y3 «Bonrorpanckas obiaacTHas JeTcKasd KIIMHUYECKast OOJIbHULIAY .

C 2011 r. paboTaiia BpauoM B OTAEJIEHUY TpaHCIJIaHTAalIMK KOocTHOTO Mo3ra dI'bY
«Poccuiickas meTckas KimHIIeckast oonpHUIa» MuH3apasa Poccun (PAKB). C saBaps
2017 r. ObIa Ha3HAUYeHAa Ha MOJDKHOCTh 3aBeAYIOIIECH OTOEICHMEM TIeMAaTOJIOTUN
u xumuoteparuu Ne 1 PIIKB.

SIBnsgeTcs coaBTOPOM M aBTOPOM CTaTel, OIMyOIMKOBAHHBIX B POCCUMCKIX HAYIHBIX
KypHaiaX, TOCTePHBIX MOKJIAZOB M TE3WCOB HAa POCCHUUCKMX M MEXIYHAapOTHBIX
KoHbpepeHIuIX. B cepy HayaHbIX mHTepecoB ExaTeprHbI AHIpeeBHBI BXOIUT ONTUMU3ALINS THATHOCTUKY U TePaTTuyi
IO M TIOCEe TPAHCIUIAHTAIIMM TEMOITOSTHMYECKMX CTBOJIOBBIX KJIETOK, IOH0OpP OITHUMAaJIbHOIO JOHOpAa IpH
HE3JI0KaYeCTBEHHBIX TeMAaTOJOTUUECKMX 3a0oeBaHUAX. Bpau BeIcHIci KBanmbuKannoHHOW Karteropuu. Ceifgac
paboTaeT Hal HaIlMCaHUEM IHUCCEPTAIlMM Ha COMCKaHWE 3BaHMS KaHAuWAaTa MEIUIIMHCKUX HayK. 3a CBOM TpyI ObLIa
OTMEYCHA ITOYCTHBIMH TPaMOTaMU. 3aMyKeM, IBOE IETCH.

3asenyowan ompaenetuem onkoremamonoruu rAY3 «[lemckas
pecny6nukaHcKan KnuHuyeckaa 6onbHuua» Mun3apasa Pecnybnuku
Tamapcman Wnbcua Barusossa Ocunosa (c thespana 2017 r.)

Wnbcusa BarmnzosHa B 1995 1. ¢ otimmumeM oKoHUrIa KazaHcKuil rocymapcTBEHHBIIN
MenuHCKui yHuBepcuteT. C 1996 I. mociie 3aBepllieHUsT MHTepHATYphl paboTaa
BpayoM B OTHCICHUM OHKOTEMAaTOJOTUM Ha 0a3e [[eTCKOro MeTWIIMHCKOIO IIEHTpa
Mun3snpaBa Pecriyomku TataperaH (B mocieayroeM IepeuMeHOBaHHOTO B JIeTCKYIO
pecITyOIMKaHCKYI0 KITMHINIecKyro 6oimbpHUITY). C mexadpst 2003 . Mnbcust BarmzoBHa —
Bpau-reMarosnior MYT'b «Mats u muts» (. HuskaeBapToBck, XMAO), a ¢ suBapst 2004
o arpenb 2005 . — WCIOTHsUIa 00SI3aHHOCTHU 3aBEAYIOIICH OTICICHUEM; C WO —

= 3aBedylollasl  OTHeNIeHWeM remaTonorud  OKpYXKHOU  JETCKOM  OOJIbHUIIBI
(r. HmxaeBaproBck, XMAO).
B mae 2005 r. BepHymack B KazaHp B oTmelleHMe OHKOTeMarTojoruw JleTcKoit
PpeCITyOIMKaHCKOM KIIMHIYECKOM OOJTBHMIIEI, Tae padoTaeT u ceituac. C ¢peBpams 2017 .
BCTYIIWJIA B MOJDKHOCTD 3aBEAYIONICH OTHCIICHACM.

Wnbscus BarmzoBHa — Bpad BEICIIEH KBATM(DUKAIIMOHHON KaTeTOPUHU, IIPOXOIMIIa O0yIeHNE B BEAYIINX HAyUHBIX
meHTpax Poccuy m craxkupoBKy B KIMHUKe YHmMBepcutera lamoOypr-Dmmenmopd (lfamoypr, ITepmanus). SBmsercsa
coaBropoM 0osee 30 TmeyaTHBIX paOOT, BBICTYIMACT Ha POCCHUICKMX KOH(EPEHIMIX. 3a CBOI Tpyd ObUIa OTMEUYeHa
ITOYETHBIMH TPaMOTaMHU. 3aMyXeM, TPOe IeTeH.
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B utoHe 2017 r. B CankT-Metepbypre coctoAnacb TOpKeCTBEHHaA KOHdEepeHLMA, NOCBALLEHHAsA
npa3fHoBaHM 50-NeTua OTKPLITAA NepBOTo B FOPOZE U PErvioHe OTAeNeHNA AeTCKOM reMaTonoruu.
B uectb gaHHoro cobbiTua npefcTaBnAem Bam (Tatbto neoHopbl MuxaitnoBHbi eTpoBoii,
KoTopas 6bina nepBoii 3aBeAyIoLLeli reMaToNornyeckum oTAeNeHrem 1 0TAeNeHeM XuminoTepaniu
neiiko308 [leTckoii ropopckoit 6onbHuubl N 11. CaHkT-TeTepbypra (B nepuog ¢ 1967 no 2002r.).

HO6uneli pemckoii remamonoruu B Cankm-flemepoypre

B 2017 . KOJUIEKTUBBI TeMaTOJIOTNYECKNX OTAEIEHUIA
ATB No 1 r. Cankr-IlerepOypra ormedator S50-JeTHMIA
1001JIeit OpraHU3aliK IETCKOM TeMaTOJIOTHIECKOM CITyK-
OBl B ropoje.

HeobxonguMocTh B CO3JaHUU €NUHOW CIYXObl B TO
BpeMsi Obuta oueBMmHA. CIOXHBIE OOJIbHBIE JEUMIUCH
B Pa3JIMYHbBIX CTallMOHAPAX TOpoja, He ObLJIO eIMHOM TaK-
TUKWA BENEHUS TAlMEeHTOB, TOCJENYIOIIero AUCIIaHCep-
HOTO HaOJIIOIEHUSI U KOHCYJIBTaTUBHBIX TIPUEMOB.

HMHummaTopoM co3gaHusl JETCKOTO remMaTojiornye-
CKOTO I1IEHTpa BBICTYNUJ Ipodeccop, aKaaeMuK, 3a-
Beoyonuii Kabeapoil rocnutanbHoi neavatpuu Ile-
mratpudeckoro mHctutyta A.@. Typ, aBTOp yyeOHMKA
«Iemaronorust nerckoro Bo3pacra». UMeHHO B €ro Kiu-
HUKaX JICYNTUCh HauboJiee CIOXHbBIE TeMaToJIOTMUecKue
00JIbHBIE, HO 3TO ObLIa JUIb HEeOOJbIash YacTh AeTei,
HYKIAIOIIUXCS B KBATM(UIIMPOBAHHO TTOMOIIIN.

B Hamem ropozie B TO BpeMsi UCTOPUYECKM CJIOXKH-
JIOCh TIOJIHOE pasrpaHMYeHMe JETCKOW TeMaToJIOTUU
¢ Jeiiko3amu U oHkosioruu. B HUW onkosorum um.
npod. H.H. IletpoBa kK TOMy BpeMeHU yXe HyHKIIUOHH-
pOBaJlo NETCKOE OTAe/leHue. [eMaTonornyeckuii eHTp
peuieHo ObUIO co3iaTh Tpu MHCTUTYTE TeMaTOJOTUU
U TpaHC(hY3UOJIOTUM.

Torna ObLIO MPUHSITO MPAaBWIBHOE PEIIEHUE TeppU-
TOPUAJIBHO PACIIOJIOXUTh LIEHTP B JIETCKOM TOPOACKOM
0oJIbHUILIE, YTO OOECMeYyrBaIO0 BO3MOXHOCTbh KBaaudu-
LIMPOBAHHOTO COMAaTUYECKOTO U XMUPYyPIMUECKOTO COIPO-
BOXIECHUS OOJBbHBIX.

PykoBoautenem LleHTpa ObUT Ha3HAUEH HAyYHBIN CO-
TpynHuK MHcTuTyTa rematosoruu npodeccop H.A. Anex-
ceeB. Mopdosoruu odyyaia HallMX Bpayeii TakKxkKe COTPY/I-
Huua MHctutyta, npekpacHsiii goktop .I. ITanucosa.

Oco0ble CIOXHOCTU BO3HMKIM C MOAOOPOM Bpauyeod-
HOTO TiepcoHasa. [0TOBBIX IETCKUX reMaToJIOTOB B TOPOJIE
He Obuto. [Tpurnacuiu MoaoabIX Bpaueil U3 0ObeAUHEH-
HOHW C OOJIbHUIIEH NEeTCKON MOJMUKIUHUKU. Bce Bpauu
W Bpauyu-1ab0paHThl MPOILIA MEPBUYHYIO CIIEIMAIA3a-
mvio B MacTUTyTe. M najee mocTuraim crenuajibHOCTb
YK€ B Ipolecce padboThI.

JleTcKuii reMaToJIOTUYECKUI LEHTP BKJIOYal OTae-
JeHue Ha 40 Koek, crneuuaM3upOBaHHYIO TeMaToI0TU-
YecKkylo J1abopaTopuio W OMCIAHCEpP C aMOyJaTOPHBIM
00cTy>kuBaHUEM OOJIbHBIX, BKJIIOYAsi KOHCYJIbTaTUBHbBIC
MpUeMbl U HAOJIOACHWE IETei MOC/Ie BBIMTUCKY U3 CTall -
OoHapa.

U cpasy ke Bech TOTOK TOPOJICKUX, OOJIACTHBIX M HAM-
0oJjiee CIOXHBIX JEeTeil M3 ceBepo-3alaJHbIX PETMOHOB
ObLT IepeHanpaByieH K HaM.

TlepBbie 25 geT Mbl ObUIM €AMHCTBEHHBIM YUpeX/e-
HUEM B ropojie, TJie TeMaToJIorMuecKre 00IbHBIC TTOTyYa-
nu neyeHue. M aTo mpu Hammuuuy 3 Bpadeii 1 3aBenyolieit
oTtaeneHueM!

Ceityac naxe TPyIHO MPEACTaBUTh, KaK MbI CIIPaBJIsi-
JICh C TAKOW HArpy3KOW.

ITpakTuyecku B oTaeneHuu padbotanu 2 Bpaya u 1 Bpau
Ha rpreMe.

AMOynaTopHO, KpOME OCHOBHOTO TpHUeMa, MPOBOIU-
JIUCh PEUHIYKIIMU, B TOM YKCJIE JTIOMOaIbHbIEe TTYHKIIUU.
B 3TuX yCcnoBUSX KIMHUYECKHWE OPAMHATOPHI MOJIydaan
XOpOIIyIo TPakTUKy. B Te BpeMeHa He ObLJI0 KOMITBIOTE-
POB, CMIPaBKM MUCAIU OT PYKHU B 3 9K3eMILISIpax, 3HaHUS
yeprnaju B OMOJIMOTEKAX, BBHITUCHIBAIN BCE BO3MOXHBIC
SKYPHAJIbI TIO CITeIIMaJIbHOCTH.

KOHTUHIEHT OONBHBIX:

- aHeMuu kejie30ledUINTHBIE Yy JAeTeli paHHEero
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U CTapulero BO3pacra, reMOJUTUYECKUE, TUITOIIaCThYe-
CKHE, CAMIITOMaTUYECKUE;

- reMopparuyeckue 3a001eBaHus;

- TPOMOOITUTOTICHNYECKUE TTyPITyPHI;

- TeMOpparnyeckuii BacKYJIUT, reMopuinu, Apyrue
KOAaryJIornaTuuu, TPOMOOIIUTOIATHM;

- JICUKO3HI;

- IpyTHue peaKue reMaToJOTMYeckKre U MOrpaHuYHbIe
3a00J1eBaHUS.

Ocoboc BHMMaHHWC YACSIIM OOJBHBIM JICHKO3aMMU.
[Iarpaecar neT Ha3aa IMATHOCTUPOBAIU MPOCTO OCTPHINA
Jeiriko3. ITloroM MoOpGhOJOrMYeckr CTajlu  BBIIESITh
octperii muMmdoodaactaeii (OJIJI) M MmMen00IacTHEIN,
noszxe T- u B-nuMdo0baacTHbI Jieliko3bl. B najibHeiem
ObUTa BHEApEHA pacllUpeHHAas UMMYHOJIOTMYecKas, 11-
TOTEHETUYECKAass U MOJIEKYJISIPHO-OUOJIOTUYeCcKasi Bepr-
¢ukanug quarHosa.

JleyeHune remaToIOrMYECKUX OOJIBHBIX BCEraa 3aTpat-
HO€ MEpOIIpUSITHE.

LuToctaTyeckre TpenapaTrsl M TpernapaTbl KPOBU
MBI MOJTyYaiu B OCHOBHOM M3 MHCTUTyTa reMaToIOTUM.
N 510 yyactue MHCTUTYTA B JIeYEHUU HAIIUX OOJBHBIX
TpyAHO mepeoleHuTb. B MHCTUTYTE Xe MpOBOAWIUCH
1 HauOoJIee CIOXHbBIE TUMATHOCTUYECKUE UCCIEIOBAHUS.

OueHuBas JiedeHUE OOJIBHBIX JIEMKO30M B TOT TIEPUOI,
XOUy OTMETUTb, YTO BCE 0a30BbIC MPEMapaThl, KOTOPbIMU
MBI TTOJIb30BAJIMCH TOTJA, COCTABJISIIOT OCHOBHOI HabOp
U CEerofHS — BUHKPUCTUH, PyOOMUIIMH, aclaparuHasa,
LIMTO3ap, MEPKANTOMYPUH, METOTPEKCaT. A HOBbIE MpeTma-
paThl CETOAHS UCTIOJB3YIOTCS Y OTAEIbHBIX, 0CO00 CI0X-
HBIX, pepaKTepPHBIX OOIBHBIX. YKe TOrJa Mbl paboTan
10 MpOrpamMMaM, YCTAHOBJICHHBIM IS JIEYEHUS JIeHKO03a,
9TO HA3bIBAJIOCH — yAapHas Tepanus, Hapumep BAMII,
LITP. Mbl mpoBomwin NpodUIaKTUKY HeHposeiikosa,
B TOM YMCJIE C SHIOTIOMOATbHBIM BBEICHUEM TPUTLIETOB,
JUTUTEIbHYIO TIOMAEPXUBAIOIIYIO Tepanuio, BKIIOYas pe-
WHIYKIUK Kaxabie 1,5 mec. I TeM He MeHee TIPOLIEHT pe-
LIVIMBOB OBbLT BEICOKWUM, YaCThle HEMPOJIeKeMU, KaKnux

Omadenenue eemamonocuu moeoa...
Department of hematology then...
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COBpEMEHHbBIC Bpayu, KOHEYHO, HEe BUICIN, MHGUIBTPA-
must sudek. [To-BupnMomy, HETOCTaTOYHO MHTEHCUBHOM
ObLTa HaYaJIbHAas Tepamnus.

Oco0bie pobIeMbl OBUTH C TIPOBEICHUEM COTIPOBOIM-
TeJIbHON Tepanuu — HeOOJIbIIO Habop aHTUOWOTHUKOB,
OTCYTCTBUE TIPOTUBOTPUOKOBBIX, TIPOTUBOBUPYCHBIX TIpe-
1MapaToB, KOJIOHUECTUMYJIUPYIOIINX (DAaKTOPOB, UMMYHO-
n100yMHOB. He 66110 pa30BOro MHCTPYMEHTApUsI, CUCTEM
JUTSI TIepeJTMBaHMS KPOBH, KaTeTepoB. Kaxkmoe BHyTpUBEH-
HOE BBEICHUE MPENapaToB TPeOOBAIO BEHETYHKIIUW, HHO-
I1a ¥ MO HECKOJIBKO pa3 B JIeHb. [lepBoe Bpemsl CUCTEMBI
coOMpau U3 pe3NHOBBIX M CTEKIISTHHBIX TpyOoUuek. M, kak
pe3yJbTat, BhICOKasT MH(GUIIMPOBAHHOCTh OOJTBHBIX BUPY-
caMU TeNaTUTOB, NH(MEKITMOHHBIE OCTIOKHEHUSI.

MbI paboTajiu B TECHOM KOHTAaKTe C XUpypramu 00J1b-
HUILBL. Jleynam Xxupyprudeckue OCIOXKHEHUS, TeMapTpo-
3bl, MPOBOAWIN CrieHakToMUU. Kosneru-xupypru 3a-
HUMAaJUCh JICUEHNEM TOPTaIbHOW TurepTeH3uu. [lo mx
MPOChOe TPUHUMAIN TUATHOCTUYECKUX OOJIBHBIX C TaK
Ha3bIBa€MBIMU TEIaTOCIIIICHOMETATUSIMU. JInarHoCTUPO-
BaHHBIE TTOPTATbHBIC TUTIEPTEH3WY TTepelaBaid XUpypram
JUISI OIEPATUBHOTO JICYEHMUSI.

bonburyto momouip B Ie4eHUU OOJIbHBIX TeMOobWInein
OKa3bIBaJia OTKPbITAS B TOT MEPUOJ TOPOJCKAsT TeMaTOJIO-
ruyeckasi Opurana, KotTopas Bble3xXasa IO BbI30BY K Ta-
KWM TIallMeHTaM Ha JIOM W B cTanoHaphl. [IpoBonunmch
9KCIIPECC-INarHOCTUKA U CPOYHbBIE TIEPETMBAHUSI, B TOM
YHUCJIe U B HOYHOE BpeMSI.

DTO C€MocoOCTBOBAIO CHIDKEHUWIO WHBATUAN3ALINT
OOJIBHBIX.

B 1977 1. MBI iepeexanu ¢ BacuibeBCKOro ocTpoBa BO
BHOBB TTocTpoeHHoe 3nanue [II'b Ne 1 u BMecTe ¢ 60IbHU-
11eif B 3ToM roay otMedanu 40-1eTHUI 100MIeii.

CeronHst Haiia OOJIBHUIIA — 3TO TMEpeIoBoe Jeueod-
HO-AUArHOCTUYECKOE YYpEeXIEeHUE B TOopoje, TAe Mmpel-
CTaBJICHBI TIEMUATPUIECKNE U XUPYPTUUECKUE OTICICHUS
Bcex Mpoduieil co BCECTOPOHHUMM AUArHOCTUYECKUMU
1 JIe4eOHBIMY BO3MOXHOCTSIMMU.

... U celinac
... and now
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JTETCKOU

HOAro

B pabote neTckoii reMaTosoruy 4eTKO OIpeAessioT-
cs 2 mepuoma — 3TO TiepBbIe 25 JIET U BTOPbIE, HAYMHAS
¢ 1991-1992-ro ronos.

Ceifyac TpyqHO BCIIOMUHATh, KaK 3TO ObLIO. Yapyya-
foIlMe pe3yabTaThl, OCOOEHHO B JIeYeHUU Jieiiko3a. [dmu-
TeJIbHOCTh pEMUCCUU 2—3 ToJa, PEAKO 5 U €TMHULIbI BbI3-
JIOPaBJIMBAIOIINX JICTEN.

B xon1ie 1980-x rofoB B 3apy0exXHBIX KIIMHUKAX YK€ TTO-
SIBWJIMCH OOHACKMBAIOIIINE PE3YTBTATHI JICYEHUS JETCKOTO
JIeIiK03a, HO TOTIa Mbl MOTJTU 00 3TOM TOJIbKO MEUTaTh.

M BOT coBepilieHHO HEOXWIaHHO, B TIEPUOI HAuU-
HaloIIeCsl MePecTPOKU, KOTAa MOXHO ObLIO MOTEPSITh
U TO, 9TO OBIJIO, TIPUIILIA peayibHast oMol 13 [epmanuu,
U3 ropoaa-nodoparuma [amoypra.

B GonbHMITy TIpueskanu IeTCKue reMartoioru u3 lep-
MaHUU, 3HAKOMWJINCh C HAITUMKU BO3MOKHOCTSIMUA U pe-
3yJIBTATaAMM JICUCHMUS.

BHenpeHue HOBBIX METOMOB MHTEHCUBHOM Tepanuu
TpeOOBaIO OOJBIIONW MOATOTOBUTEIBHOU PadOThL. DTO
U CO3/1aHNe HOPMAJTbHBIX YCIIOBUH TS JUTUTEIHBHOTO TIpE-
ObIBaHMSI TSKEJIbIX OOJBHBIX, M 00yYeHUe MepcoHaa pa-
0oTe B HOBBIX YCJIIOBUSIX. B 11e/six onTumu3anuu jgeueo-
HOTO TIpollecca BCeX TPYI reMaTOJOTUIeCKUX OOJIbHBIX
B 1991 r. oTnesieHWe reMarojorud ObUIO peopraHU30Ba-
HO C BBIJIEJICHUEM OTIEJICHUSI XUMUOTEPATUN JIEHKO30B
U O0IIel TeMaTOoJIOTHH. DTO 3HAYUTENBHO YIYUIIIWIO yC-
JIOBUSI PEOBIBAHMSI OHKOJIOTUYECKUX OOJIBHBIX.

Bpauu otaeneHust MpOIUTN CTAXXUPOBKY B IETCKOM Te-
MaToJIOTMYeCKOU KimHuKe [aMOyprckoro yHUBEpCcUTeTA.

Hns Hac ObLT pa3paboTaH CHEUMATbHBINA MPOTOKOJ
PECO, xoTopblii MOXHO OBUIO BHEAPUTH B HAIUX YC-
JIOBUSIX Ha TIEPUOJNl OCBOCHUSI BHICOKOMO3HOU Teparum.
Ho camoe riaBHOe, 4TO HEMeIKasl CTOpOHa oOecrednsia
JIe4eOHBIN TIPOIIeCcC TMOCTaBKOW TPAKTUYECKU BCEX He-
00XOIMMBIX MeAMKaMeHTOB. [Tomolilb 1111a U3 KITMHUKH,
HEMEILIKOTO MOCOIbCTBA B MOCKBE, OT YaCTHBIX OJ1arOTBO-
pUTENBHBIX OpraHu3anuii [epManun.

W nMeHHO B 3TO TSIKeJIoe IS CTpaHbl BPEMST MbI TIO-
YYBCTBOBAJIM TIEPBOE YIOBJIETBOPEHUE B paboTe — JeTU
CTaJIv BBI3IOPABIINBATb.

C Tex mop MHOTOe M3MEHWIOCh, OBITOBBIE YCIIOBUS
B OTJEJIECHUU COOTBETCTBYIOT BCEM CAHUTApPHO-TUTUEHU-
YECKMM HOpMaM, HaJaXeHO aJieKBaTHOe obecrieueHue
JleKkapcTBaMu. BHeIpeHbl camble COBPEMEHHBIE METOIIbI
ob6cnenoBaHusg. OCBOEHBI HOBBIE MPOTOKOJIBI JICUCHUS
JIeWKO03a M IPYTUX OHKOTeMaTOJIOTUIEeCKUX 3a00JIeBaHU.

IMo mokazaHWsIM TIPOBOAMTCSI TIOMCK W TPaHCILUIAH-
Talusg KOCTHOTO MoO3ra. YiayylleHue padoThl CTaHUMMI
TepeiBaHusl KPOBU W TIOJMHBIN TIepeXo], Ha pPa3OBbIA
WHCTPYMEHTApUIi TIO3BOJIJIA TIOJTHOCTBHIO WCKIIIOUUTH
WHOUIIMPOBAHHOCTD ETeil BUpycaMU TeIaTuTa.

CeroaHs Bei3nopasiuBalot 6osee 80 % aeTeii ¢ oCTphIM
JIEK030M. JIOCTUTHYTBI 3HAUUTETbHbBIE PE3YJIBTAThI B Jie-
YEHUU APYTUX OHKOT€MAaTOJIOTMUECKIX 3a00JIeBaHUA.

TEMATOJIOTMM u OHKOJIOT MU

Ceifiyac TpPyIHO TIOACYMTATh CKOJIBKUM JETSIM MBI
CITaciii XU3Hb.

B pamkax otnmeneHus (pyHKIIMOHUPYET THEBHOM CTa-
IIMOHAp, Te TTPOBOIUTCS aMOyIaTOPHBIN, 3aBEPIIAIONINIA
9Tall JIeYeHUsT M HaOJIIoIeHNe 32 PEKOHBAJIECIIEHTAMU JI0
18 ner. HanaxeHO caHATOPHO-KYPOPTHOE JIeUeHUE remMa-
TOJIOTUYECKUX O0TBHBIX B caHaTopuu «CoJTHEUHOE».

Mosnozabie Bpauu ¥ pOIUTENN OOJIBHBIX JIeTEl Taxke He
TIPE/ICTABIISTIOT, YTO KOTAAa-TO OBIJIO MHAYE.

B otneneHny mocTostHHO BeaieTcsi 0osbliast HaydHast padoTa.

Ha Hameil 6a3e Ha paHHUX 3Tamax COTPYAHUKAMU
WMHcTrTyTa TeMaTOIOTMU Y BpadyaMy OOJTbHULIBI 3aIITUIIE-
HbI 9 KaHAUIATCKUX U 1 JOKTOPCKas AUCCepTaLM.

B mocnemyroriem, yke B HOBOM CTaTyce OTIEICHUS,
1ocjie BHEIPEHUsI HOBBIX METOIOB JICUCHMSI, 3aIIUAIICHBI
4 XaHIMIaTCKue U 2 JOKTOpCcKue auccepTauuu. Bce pa-
00THI UMeNN OOJIBIIOE HAYYHO-TIPAKTUYECKOE 3HAUYECHNE,
oTpaxasi MHOTOJICTHUI OTBIT pabOThl KJIMHUKU IO OC-
HOBHBIM HaIPaBJIEHUSIM OHKOTEMATOJIOTHH.

C 2008 . oTneneHre paboTaeT B paMKax MYJIBTULIEHTPO-
BOTO KOOMEPATUBHOIO uccienoBaHusi no JjeyeHuto OJIJT
«MockBa—bepnun». B nokTopckoii aucceprauuyd DiabMU-
pbl [ocMaHoBHBI BoitueHKO MOABEAEHBI UTOTY PAOOTHI KITH-
HuK Cankr-Iletepdypra no mporokonam PECO-COALL,
MpOBEJIECHO CcpaBHeHMe ¢ pedyasratamu Tepanuu  OJIJT
B kmHUKaX Mocksbl 1o nporokoniaMm BFM u MB-2002,
¥ Ha OCHOBAaHUM 3TOTO aHaJT3a TIPUHSTO OCO3HAHHOE pellie-
HIE O TIPUCOEINHEHUM K KOOIIEpaTUBHOMY WCCJIEIOBAHUIO
OJII «<Mocksa—bepnun». Anekceit Cepreesny KosnonH Ha
Hareli 6ase 3armTT KaHIMIATCKYIO ¥ TOKTOPCKYIO TMCCep-
TalMU MO TPUOKOBBIM OCJIOXKHEHUSIM MpU JIeiKo3ax y JeTeit.
Mapraputa CemeHoBHa JIMBIIWIT B KAHAUIATCKOM IUCCEPTA-
1Y TIPOAHAJTM3NPOBAJIA BIMSTHUE TSDKEITBIX MH(PEKITMOHHBIX
OCJIO)KHEHWI Ha BBDKUBAEMOCTb, UTUTETBHOCTh PEMUCCHUIA
¥ Ka4eCTBO >KM3HU OOJTBHBIX JIEWKO30M jieTeit. Kanmunarckast
nmucceptauust Hagexnpl AnekcannpoBHbl [10TUXOHOBOV TTO-
CBSIITIeHA ITPO0JIEMe TCTUOIUTO30B Y IETEH.

Ha 6a3e Hamux oTneneHU U3y4aiu U U3y4aroT remMa-
TOJIOTMIO MHOTHE TIOKOJIeHUsI CTyaeHToB [lemmaTtpuue-
CKOTO MEIMIIMHCKOTO YHUBEPCUTETA, MHTEPHBI, KIMHU-
YECKUe OPIUHATOPBI.

Ceituac MbI B TOpOJie HE OMWHOKU. JIBamiaTh msTh JIeT
Ha3ajJl OTKPBIIOCh OHKOTEMAaTOJIOTMYECKOe OTaeIeHUe
B I'KBb Ne 31, 3arem — HUM JOIuT um. P.M. Topbaue-
Boil. B 2003 r. B [oponckoM neTCKOM IMAarHOCTUYECKOM
meHTpe No 1 mosiBUJICSI TeMaTOJIOTUIECKUiT KaOUHET.

CoBceM HeTaBHO OTKPBLIOCH IETCKOE OTIEJIeHUE OH-
koreMmarojiorun B ®I'bY «<HMUIL um. B.A. Anma3zoBa»
Mun3znpasa Poccuu. Bnepenu xnet 6osblias pabora.

Mpbl HauMHAIM B TPYAHOE BpeMsi, HO yxXe TpH Hac,
OYKBaJIbHO Ha CEpeIUHE ITyTU COBEPIIIIACH 3Ta PEBOJIO-
1MS B JICUCHUHM JICKO3a Y IETEH.

Kemnato Bcem KoJuteraM-reMaToioraM HOBBIX I00MIeT -
HBIX 1aT W JAJTbHEUIIINX YCTIEXOB B UX HEJIETKOM TpPY/IE.
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I'BY3 «LleHTp kpoBu nm. O.K. FaBpunosa [A3M»

HKO «Accoumaums cneynaamcToB No PasBUTUIO HEMPEPbLIBHOTO 1 6 1 8
MeANLMHCKOro 06pa3oBaHNsA 1 HayYHbIX UCCIeA0BaHNN B 061acTu HOﬂ pﬂ
MeANLNHBI 1 BUOTEXHONOTNA»

HaumoHanbHas accoumaums cneymnanmcToB no Tpombo3am, 20 1 7
KNNHNYECKON reMoCTasnonornm 1 reMopeoaornm MockBa

00 «MockoBckoe ObLLecTBo emadepesa»

1l MOCKOBCKAA KOH®EPEHU A

CNEUWMANINCTOB I'IPOVISBO,CI,CTBEHHOI/I
N KTMHNYECKOW TPAHC®DY3MONOrnn

25 KoHdepeHumst MockoBCKOro obLectBa remadepesa

1) ObecneyeHne KavecTBa TpaHCHY3MONOrNUeCKon 7) AnbTepHaTVBbl JOHOPCKMM TPpaHCHy3nsm,
MOMOLLLY; KpoBecbepexeHue 1 ayToAOHOPCTBO;

2) SddekTrBHOE ynpaBneHme 40HOPCKUM 8) MocTTpaHChy3nOHHbIE peakLnm
KOHTVIHIEHTOM; 1 OCNOXHEHWS;

3) be3sonacHoCTb reMoTpaHcdy3nii 9) 3¢ddepeHTHbIE 1 3KCTPaKOprOpanbHbIe
1 remoHazasop (Haemovigilance); METOAbI leyeHus (nnamadepes, kackasHas

nnasmoduabTpaLms, LuTtadepes, remocopoLms,
MMMYHOCOP6LS, yNbTpadroneTosoe obayyeHne

4) OnTMM3aLVs B3aMOAENCTBIS NPOU3BOANTE-
KpoBy, oTodepes, nazepHoe 06/1yUeHVie KPoBM U T.4.);

nein v notpebuTeneli KOMNOHEHTOB JOHOPCKOW

KPOBW 1 CBA3aHHbIX C 3TVIM YCAYT;

10) NabopaTopHas AMarHOCT1Ka, CONMPOBOXAAHOLLIAs
TPaHCPY31ONOrNYecKyto MOMOLL 1 BO3MOXHOCTY

5) 3ddekTmBHOCTL OpraHm3aumy TpaHcdy-
ee NPYIMeHeHIs ANs MEAULIMHCKUX OpraH13aLmi;

310/10rnMYecKom MOMOLLIV B KITIMHNKAaX;

6) MeHeaxMeHT KpoBY NauMeHTa Ha 4orocni- 11) Knetouniie Texronorvm & meauLHe;
TaNbHOM, rOCMTaNbHOM W MOCTTOCMNTaNbHOM
sTanax. MpakTnueckas peanusauus crpateryn  12) TPaHCPy3noHHas Tepanus npruobpeTeHHbIX
MeHeKMeHTa KPOBW NaLneHTa; HapyLLIeHNVi CBePTbIBaHVIA KPOBM.

Mo Bonpocam y4yacTusi o6paLlaiiTech: mm—

MapwvHa MepkynoBa
Ten.: +7 (495) 646 01 55 f06. 190
www.transfusiology.moscow e-mail: transfusiology.moscow@gmail.com




Keep Life Flowing

N.I".Bena

UMMYHOTJIOBYJIUH YEJIOBEKA HOPMAJIBHBIN
PACTBOP JIJI1 UHOY3UU

BbICOKAS BE3OMACHOCTE

BblICOKAA SOOEKTUBHOCTb |
BbICOKAS MEPEHOCUMOCTb

AHTUTEJIA, KOTOPBIE BCEM HYXKHDbI

www.kedrion.com

00O MEJUITAJI-OHKO - opunuanbHbI# AUCTPUOBIOTOD
komnasuu KEDRION S.p.A (Kenpuon)
Ha TeppuTopuu Poccuiickou Penepanuu
www.medipal-onko.ru



» Generium

Pharmaceutical

PekomMbuHaHTHbIE
TexXHo/10rmu

7151 MNOJIHOLeHHOU
XU3HU

OKkTOMaKkTOop

MopokTokor ansa

PerncrpaunoHHbii Homep: JIM-002015 ot 26.02.2013

ToproBoe Ha3BaHue npenapaTta: OkTodakTop. MHH: mopokTokor anbda.

JlekapcTBeHHas dopma: Jinodunmsar 4Ang npurotToBneHns pactBopa
019 BHYTPMBEHHOIO BBEAEHMIA.

1 ®NTAKOH C MPEMAPATOM COLAEPXKWUT:

AKTVBHOE BELLECTBO:

250 ME 500 ME 1000 ME 2000 ME
MOPOKTOKOT anbda
BcriomMoratenbHble BeLecTsa, Mr:
HaTpuA xnopud (Eur. Ph.) 36,00
caxaposa (Eur. Ph.) 12,00
ructuanH (Eur. Ph.) 6,00
Kanbuma xnopug (Eur. Ph.) 1,00
nonokcamep 407 (Eur. Ph.) 0,40

1 pnakoH c pacTBOpUTENEM COLEPXKMUT:

HaTpus xnopupa pactsop 0,9 % Ang MHbekUUn — 5 M.
dapmakoTepaneBTnyeckas rpynna: lemoctaTnyeckoe CpefcTso.
Kopn ATX: BO2BD02

OnucaHwue: AMopdHas Macca oT benoro fo 6enoro co cnerka
XeNToBaTbiM OTTEHKOM LiBeTa.

XapakTepucTyvika npenapara:

AKTMBHOE BeLLEeCTBO Nnpenapata - peKOMOUHAHTHbIA dakTop
cBepTbiBaHWs kKposu VIII ¢ yaaneHHsimM B-gomeHoM (MOpoKTOKor
anb®a) NpeacTaBnseT cobom FMKONPOTeNH C MONEKYISPHON
Maccon okono 165 000 ganstoH. PekoMOUHAHTHBIN dhakTop
cBepTbIBaHMs Kposu VIII npoayumpyeTcs MOAUPULMPOBAHHOM
NVHNEN KNeTOK ANYHUKOB KMUTarckoro xomsayka CHO 2H5,
nony4eHHoW TpaHcdekLmen KNeTok SNHHUKOB KUTaMCKOro XoMs4Ka
1 BbIAENAETCA C UCMOSb30BaHVEM TEXHONOTMIN PEKOMOMHAHTHON
[HK.

[MokasaHus K NPUMEHEHNIO:

JleyeHne 1 npodunakTnka KPOBOTEYEHMI Y NALMEHTOB C
remocdunmen A (BpoXaeHHOM HelOCTaTOYHOCTLIO (hakTopa
cBEpTbIBaHWA Kposu VIII) B Bo3pacTe 18 neT 1 cTaplue.
MprMevaHue: npenapat OKTOMaKTOP He COAEPXUT PakTop
BunnebpaHaa, NosToMy He nokasaH Ans neyeHns 6onesHn
Bunnebparaa.

MpoTnBonokasaHus:

rMoBbIWEHHas YyBCTBUTENBHOCTb K Denkam XOMSYKOB, a Takxke
HenepeHOCMMOCTb NOOOro 13 KOMMNOHEHTOB, BXOAALLMX B COCTAB
npenapara. Bospact mnague 18 net (onbIT NpUMeHeHNs OTCYTCTBYET).

ONa NONYYEHMA BONEE NOJPOBHON MHOOPMALLMI O3HA-
KOMBTECH C MOSTHOW MHCTPYKLUMEW NO MEAMLHCKOMY
MPUMEHEHWIO MPEMAPATA. MATEPVUAJT MPEOHA3SHAYEH

ANa CNELMANNCTOB 3APABOOXPAHEHNA.

AO «TEHEPUYM», . MockBa, yn. Tectosckas, 4. 10, odunc 726
Ten./cakc:+7(495) 988-47-94.
www.generium.ru





