«MOJIEKYNAPHAA ANATHOCTUKA
U MOHUTOPUHI OCTPOIO
NNM®OB/IACTHOIO IEMKO3A Y AETEN»



MpoeKT oxBaTblBaeT ThICAYM AeTEN, KOTOPbIE 1Ie4YaTcs OT OCTPOro nepvog
AMMdo6nacTHoro nenkosa (OJ1J1) BO MHOMMX AecsaTKax 2019-2022

POCCUNCKUX KITMHUK N OaXKe B HEKOTOPbIX KJIMHUKAX BIMMXKHEro
3apybexxbs B COOTBETCTBUU C MPOTOKOJSIOM «MOCKBa — BepnunH».

2 CoBpPEMEHHbIX ANArHOCTUUYECKUX LeHTPa
44 PervioHanbHble KITMHUKN
3 765* MaumeHToB
ExxerogHo B Poccum * .
atHo3 O 4 821 MccnenoBaHu No UMMYHOMEHOTUMUPOBAHMIO
CTaBUTCH
6onee 1000 peten
CaMOoro pasHoro 7 701* feHeTUYecKkux nccneqoBaHui
BO3pPacCTag,

o1 O po 18 nerT.

2

*naHHble 3a nepvog 2019 n nepeoe nonyrogne 2020



85% petenn c 0NN
cerogHsa MoryT

PacCCyHNTbIBATb Ha
Bbl3OOPOBJIEHNE.

K coxxaneHuto, oas HEKOTOPbIX AeTen fa)ke caMasd CoBpeMeHHasd
Tepanusa okasblBaeTcs HeaddeKTBHOM. A BbIBAET U TaK: BCKOPE
nocre Bpoae Obl YCMNELWHOro npoBeaeHus xmMmoTtepanmm y pebeHka
HEOXXKNOAHHO BO3HMKAET peLUmnamB 00e3HN, C KOTOPLIM YXKe O4YeHb
TOYAHO CNpaBuTbCH. [penckasaTbh 3TO MOXKHO Oaneko He Bcerpa: Bedb
OCOBEHHOCTU BONE3HN N3YUYEeHbl He OO KOHLA.

Eule ooHa npobnema - nobouHble ahdeKTbl 1eveHns. B cambix
TOKENbIX C/yYaax npodbaemMbl MOrYyT OCTaTbCA Ha BCHO XKN3Hb: OT
TOYOHOCTEW C 0bydyeHreM 0O HEBO3MOXHOCTM BMNOCAEACTBUM UMETb
COOCTBEHHbIX geTen. [ToaTOMY cendac Lefb Bpader - 0becnedymTb yrKe
He TONIbKO CMNaceHMne X)XM3HW, HO U COXpaHeHne ee KadvecTBa. Begb v
BbI3OOPOBEBLLMX AETen elle BCA XKM3Hb Brepenu. A 3HauunT, TpebyeTtcsa
Pa3paboOTKa HOBbIX, HE TOJIbKO 3MMEKTUBHbIX, HO Boflee WagaLlmnx
MEeTOL0B.



B paMKkax npoekTa npoBoanTca nabopatopHasa OMArHOCTUKA U
MOHUTOPUHI NaumeHToB ¢ OJIJ1*, nonyyaroLwmx Tepanmio

B paMKax npoTokosa «MockBa-bepsinH» B pasnnyHbIX
POCCUNCKUX KITMHUKAX.

3a0a4M npoekTa:

NPOOOTIKUTL PAabOTy Hafd PACLLUMMPOBKOM
MOJTIEKYJTAPHbBIX MEXAHN3MOB Pa3BUTUS J1ENKO3a

pa3paboTaTb MHAMBUMOYAIbHbIM MOAXOO K NMOODOPY JIeYeHUA
(TapreTHaga Tepannd, UMMYyHOTepanms, ToaHCraHTauns
KOCTHOIO MO3ra) B 3aBUCUMOCTU OT KOHKPETHOTIO
MOJIEKYIAPHOro Npodunnga 6one3Hu.

YTOo nonydaeT naymneHT?

>

NOATBEPXOEHWE AMarHO3a 1 onpeneneHme
MMMYHOMNOrM4yeckoro BapuaHta OJ1JT;

BbIABIEHME FeHETUUYECKUX «MOSIOMOKY, NeXalLMX B OCHOBE
OMNYyXOS1eBOM TPaHCHOPMaLMKM Y KOHKPETHOro NaumneHTa;

MOHUTOPUHI MUHMMAJIbHOWM OCTaTOYHOWM OOIe3HM B KJItOUEBbIE
MOMEHTbI BPEMEHIM COrf1acHO MPOTOKONY Tepanuu.

*OJJ - ocTPblit IMMAOBNACTHBIN NENKko3



BHeOpEeHMEe HOBbIX TepaneBTUYECKNX
NOoOXOOO0B ONSA NedyeHunsa neteun

NOBbILLEeHNE 3PPEKTUBHOCTH
leyeHuns;

CHM>KEHME YaCTOTbl TSXKESbIX
MOBOYHbIX 3(PDHEKTOB.

nonyyeHme HOBbIX HAYUYHbIX
pe3yNbTaToB A4 yayylleHund

ONArHOCTUKUM B ByayLuem K 2024 rony 90%

OOJIbHbIX TeNKO30M

neten JOSTXKHb
BblJ1€YMBATbCH




Pa3paboTaH CTaH4aPTU3MPOBaHHbIM HAOOP PEaKTUBOB A4
TOYHOrO onpeaeneHnsa Haandma OnyXxXoneBbiX KNeTOK B 0bpa3ue
KOCTHOroO MO3ra MeTooM NpPoOTOYHOW LUMTOMETPUN.
Pa3paboTaHbl AMarHOCTUYECKMe peKoMeHJaumm

onsa pegknx sapurantos OJ1J1

Pa3paboTaHbl METOOMKM, HAYAT COOP M aHaNm3

JAaHHbIX A19 YTOYHEHWA NPOrHo3a pas3BuTng 601e3HK, B TOM
ymcae Oasa paHee He N3YyYeHHbIX FTreHeTUYeCKX BapraHTOB
BHeapeH oba3aTesibHblI MOHUTOPUHI MUHMMAaJTbHOW
OCTAaTOYHOW BONE3HW ONA HEKOTOPbLIX NEHEeTUYECKMX BaPUMAHTOB
OJ1J1, uTO NO3BONFET KOPPEKTUPOBATL TEPAMMIO M YMEHBLLLNTb
PUVCK BO3HUKHOBEH WA

peunonBa 1emKo3a

A. [lonos
<3a8eﬂy+ou_u/|l7| nabopatopuven HMULL OO mm. M. Poraqua>I

{{ CTaHOapTV30BaHHbLIN rOTOBbLIN HAabOP aHTWTEN No3BoNdeT
VHUDULMPOBATL aIfOPUTMbl aHaN3a, @ TakXKe MoayUnTb

KpanmHe BOCMPOM3BOAVMbIN M TOUYHbIVM ANArHOCTUYECKUMN
MeTon ))

*3a nepwog 2019 u nepsoe nonyrogue 2020



JNabopaTopHble U AnarHocTuyeckume
nccnenoBaHUsA NPOBOAATCA Ha Hba3se:

- HMWU O O mm. IMutpuna PorayveBa
- OOKbB r. EkaTepunHbypra.

[ToueMy MMEeHHO 30ecCb?

* COBpPEeMeHHOe AMarHoCTnyeckoe
obopynoBaHMe;

* BbICOKOKBaIMMDULUMPOBAHHbIE
cneyumanmncTbl;

 OOMbLUOW OMbIT COTPYAHMYECTBA C
PEermoHabHbIMN KITMHNKAMMN,



<<OJILHOI7I 13 Hambosee 3HaUYMMBbIX Lenen OeTCKOW reMaTtonormm u
OHKOIOTUNM CErogHsa ABASAETCA BHeAPEHWE B KITMHUYECKYHD MPaKTUKY
HOBbIX MeTonoB Tepanun OJ1J1 y geTten, Kotopble, C OOQHOW CTOPOHbI,
OONIKHbI YBENNUYNTb 9DPEKTUBHOCTb JiedeHunsa 0o 95%, a ¢ opyrom -
130aBUTb MALUMEHTOB OT TSXKEbIX U MHBaNWOM3NPYIOLWMX MOCAeaCTBUMN
Tepanuu. YCOBEPLLUEHCTBOBaAHME Tepani BO3MOXHO TOSIbKO Mpu
YCNOBUM TOTa/IbHOrO BHEAPEHWA COBPEMEHHbIX METOL0B
LUTOMETPUUYECKOW 1 MONEKYNAPHO-TEHETUYECKOW AMArHOCTUKM.

YHuMBEPCanbHaa MHTErpaumnsa MeTogoB BbICOKOTOYHOW
LUTOMETPUYECKOW ONATHOCTUKWM 1 MONTEKYNSPHOIro NPOMUAIMPOBaHMS, a
TaKXe MOHUTOPUHI MUHUMATIbHOW OCTaTOYHOW OONEe3HU ABNA0TCA
KKOUYEBbIMU YCNOBUAMIKM CcO30aHUsa Bonee apPeKTUBHBLIX, 6e30nacHbIX
M Waasumx nporpamm tepanun OJ11 y geten. )

M.A. MacuaH,

JOKTOP MeONLUMHCKUX HaYK,
3aMecTuTenb [ eHepanbHoro
avpekTopa HMUL O OW, onpekTop
BbICLLEN WKOMbl MONEKYNSPHOW U
SKCNEepUMEHTaNbHOWM MeaNLNHbI:



PE3YIIbTATHI:

- HayuHbI OTUET C pe3ybTaTaMy UCCNenoBaHMM
- BblpaboTka HOBbIX METOO0B OAMArHOCTUKM OJ1J]
- YcoBepLweHCTBOBaHME NpoTokonoB Tepanuu OJ1J1 ona denepanbHbiX U permoHanbHbIX KIVMHUK

NTOr:
BkiodeHume nocne 2022 r. AMarHoCTuyeckmx nmccnenosandum OJ1J1
B MPOrpaMMbl rocyaapCcTBEHHOro PrHaHCUMpoBaHWAa 1 OMC Ha
OCHOBE COBpaHHbIX B XO4e peann3aunm HayyHoro npoekTa
NAaHHbBbIX N Pa3paboTaHHbIX METOLAUK.

MYBIMKALNN B HAYYHbLIX U3OAHNAX:

Heterogeneity of childhood acute leukemia with mature B- AOCONIOTHOE YMCNO NIenKeMMUYecKx 6,1acToB B
cell immunophenotype Journal of Cancer Research and LepebpoCnMHAIbHOM XXUAKOCTU MO OaHHbIM
Clinical Oncology volume 145, pages2803-2811(2019) NPOTOYHOWM LIMTOMETPUM KaK CYLLIECTBEHHbIMN

nporHocTuyeckmnm dakrop v geten ¢ OJ1J1. (Clinical
Oncology Published: 06 March 2019)

Flow Cytometry-Based Pre-Transplant Minimal
Residual Disease Detection Strongly Impacts on the
Outcome of Haploidentical Transplantation with AB
T Cell Depletion in Pediatric Acute Lymphoblastic
Leukemia. Blood (2019) 134 (Supplement 1): 4618.

Prognostic value of minimal residual disease measured by
flow-cytometry in two cohorts of infants with acute
lymphoblastic leukemia treated according to either MLL-
Baby or Interfant protocols (Nature, Published: 12 June
2020)



https://link.springer.com/journal/432
https://doi.org/10.1182/blood-2019-129792
https://link.springer.com/article/10.1007/s00432-019-02886-3
https://link.springer.com/article/10.1007/s00432-019-02886-3
https://www.nature.com/articles/s41375-020-0912-z
https://www.nature.com/articles/s41375-020-0912-z

BepoHuka b.

n3 Nogonbcka neyntcsa

B MockoBCcKOM 06nacTHOM
OHKOJOrM4ecKoMm LieHTpeE.

ManeHbkaa BepoHuka 3abonena 4yTh 6onbLUe rofga Hal3an, korga ew
6bI710 OBa C MONOBMHOW roga. Bce Hayanocb ¢ TOro, 4YTo OHa mocne
CHa He MOrfa pPas3orHyTb PYKY - pa3bonenca cycrta. CKoOpo
noOHAaIachk BbiICOKaa TeMnepaTypa, U No pe3ynbTaTaM aHanm3a
KPOBW BO3HMKAO NOAO3PEHME Ha Nenko3. BepoHrKa nocTynmna Ha
nedeHre B MOCKOBCKUI 0B6ACTHOM OHKONOMMYeCKUy aucnaHcep.
MNepen HavyanoM Tepanuu 6bI10 CPOYHO BbIACHUTL, KaKoW BapuaHT
NenKo3sa y AeBOYKU 1 KAKOBbl OCOBEHHOCTUM 6oe3Hn. B pamMkax
npoekTa anarHocTuk OJ1J1 6binv NpoBeneHbl Bce HeOBXoaMMble
mcecnenoBaHva. BbIACHMNOCH, UTO Y AEBOYKKM OCTPbIN
MMMOBNACTHBIN NENKO3, K TOMY »XKe "00NbHble" KNeTKN UMetoT
onpepneneHHble reHeTuyeckme oCobeHHOCTU, MPU KOTOPbIX K
Tepanum Hago 0obaBUTb NekapcTBo "MMaTnHMB". Cenvac BepoHuka
NPOLLUIa OCHOBHYIO YacCTb J1e4YeHUs, OHa B MopsaaKe, UyBCTBYeT cebd
XOPOLWO.

Anekcen b. ns Mocksbl
ne4vunncsa B Mopososckon
rOpOACKOWN KINUHNUYECKON
oonbHUUE

JleTtoMm npownoro roga Jlewa noctynui B MOPO30BCKYIO
O0NbHULY C NO3OHVM PEeUUaMBOM OCTPOr0 NMMMPOOAaCTHOro
nenkosa. [ng onpeneneHns TakTuk OyayLiero nedeHma
OYeHb BaXKHbl Obl/IM Pe3ynbTaTbl aHaAM30B. Bo-nepBsbIX,
reHeTn4Yeckme aHanm3abl MoKasanm OCOBEHHOCTM ONYyXOaeBbIX
KNeToK, KOTOPbIE CBA3aHbl C arpecCcrBHbIM TeYeHneM
NnenKosa - NO3TOMY Mafb4ykKy cpa3ly OblNa Ha3HaveHa 6onee
NHTEHCUBHaA Tepanusa. Bo-BTOPbIX, KOHTPOIb MUHUMaIbHOWM
OCTaTOYHOWM BONE3HU TakKKe MOMOr ONPenennTbCa C TaKTUKOMN
neyeHna - B YaCTHOCTU, BbIACHWMOCH, YTO Nepen
TpaHcnaaHTauMem KOCTHOro Mo3ra Jlewe Hy»>KHO NPOBECTU
KypcC nMMyHonpenapaTta "banHumto”. Cenyac ¢ MOMeHTa
TpaHCcNaaHTauMy NpoLWno y»xe 6onee nonyroga. Bece
Hemnmoxo.








