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Dear colleagues,

We are glad to welcome you again at the
Xl R. Gorbacheva Memorial Symposium
Hematopoietic Stem Cell Transplantation. Gene
and Cellular Therapy in Saint Petersburg.

Our annual forum invites specialists who
are focused on scientific and practical issues
of hematopoietic stem cell transplantation
(HSCT). The lectures presented by leading
experts, quite recent data in the field of clinical
studies, discussions and sharing experience in
this area allow to extend knowledge and to
increase professional level of the specialists
participating at the Symposium.

Intending for better information in the
field and pursuing educational aims, we are
bringing to your notice the second edition of
our booklet Indications for Hematopoietic Stem
Cell Transplantation which contains the main
indications for HSCT, brought into compliance
with updated guidelines from European Society
for Blood and Marrow Transplantation (EBMT)
published in the official journal Bone Marrow
Transplantation (published April 5, 2019):
Duarte RF, Labopin M, Bader P, Basak GW,
Bonini C, Chabannon C, Corbacioglu S, Dreger P,
Dufour C, Gennery AR, Kuball J, Lankester AC,
Lanza F, Montoto S, Nagler A, Peffault de
Latour R, Snowden JA, Styczynski J, Yakoub-
Agha |, Kroger N, Mohty M; for the European
Society for Blood and Marrow Transplantation
(EBMT). Indications for haematopoietic stem
cell transplantation for haematological dis-
eases, solid tumours and immune disorders:
current practice in Europe, 2019. Bone Marrow
Transplant. (2019).10.1038/s41409-019-0516-2.

We express a hope that this publication will
be manageable and user-friendly to Russian-
speaking readers.

Professor Boris V. AFANASYEV
Pavlov University, St. Petersburg, Russia

[ny6okoyBaxaemble konneru!

Mbl BHOBb pafibl NPUBETCTBOBATb BAaC — Y4aCTHU-
koB XIII MexayHapoAHOro cMMMNo3nyma naMaTu
Pauncbl MakcrumoBHbI fopbayeBoi «TpaHcniaH-
Tauus CTBOMOBbLIX TEMOMO3TUYECKUX KIIETOK.
[eHHas u knetoyHas Tepanus» B CaHkT-leTep-
6ypre.

ExxerogHo Haw gopym cobupaeT cneumnanuncTos,
B (hOKyCe Hay4HbIX U NMPaKTUYECKUX MHTEPECOB
KOTOPbIX HAaXOAATCS BOMPOCHI TPAHCMIAHTaLMK
reMOomno3TUYECKMX CTBOJIOBbIX K/IETOK. Jlekuuu
BEAYyLIMX IKCMEpTOB, HOBEWLLIME AaHHbIe B 00-
NacTU KIMHUYECKMUX UCCIef0BaHUi, AUCKYCCUM
1 0OMeH OMbITOM MOMOraKT MOBbICUTb YPOBEHb
3HaHWI U pacwMpuTb NPOdeCcCMOHaNbHbIN Kpy-
ro3op CreLmanucToB, NPUHUMAIOLLMX y4acTue B
pabote Cumnosuyma.

C HpOPMaLIMOHHOW, 06pa3oBaTeNnbHOM Lienbio
npeniaraeM BalleMy BHUMaHWIO BTOpOe W3-
naHue 6pouwtopbl «MokazaHus K TICK-2019»,
B KOTOPOI WM3M0XeHbl OCHOBHblE MOKa3aHUs K
TPaHCANAHTAUMN TEMONO3TUYECKNX CTBOJIOBbIX
KNEeToK B COOTBETCTBMW C COBPEMEHHbIMU pe-
KOMeHAauMsMu eBporneickoro coobuyectsa no
TpaHcnnaHTaumu koctHoro mosra (EBMT) 2019,
onybAnKOBaHHbBIMM B OPULMANBHOM  XKYp-
Hane EBMT Bone Marrow Transplantation
5 anpens 2019 ropa: Duarte RF, Labopin M,
Bader P, Basak GW, Bonini C, Chabannon C,
Corbacioglu S, Dreger P, Dufour C, Gennery AR,
Kuball J, Lankester AC, Lanza F, Montoto S,
Nagler A, Peffault de Latour R, Snowden JA,
Styczynski J, Yakoub-Agha I, Kroger N, Mohty M;
for the European Society for Blood and Marrow
Transplantation (EBMT). Indications for hae-
matopoietic stem cell transplantation for
haematological diseases, solid tumours and
immune disorders: current practice in Eu-
rope, 2019. Bone Marrow Transplant. (2019).
10.1038/541409-019-0516-2.

Mbl HapeeMc4, 4TO AaHHOe M3pjaHue 6y,u.eT no-
JIE3HbIM U y,ELO6HbIM B MCNOIb30BaHUN.

Mpodeccop AGAHACBEB Bopuc Bnagnmuposuy
Mepsbiit CaHkT-MeTepbyprekuii
roCyAapCTBEHHbIA MeANLMHCKUIA

yHUBepcuTeT UMeHn akagemuka W. 1. Masnosa
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OcTpbiit mnenobnactHbIN nenkos (OM/)

OMIJ1 aBnsetca Hanbonee yacTbiMm NokasaHvem K TICK. B nocnegHee Bpems 60/bLUMHCTBY NaLMEHTOB
anno-TrCK BbinonHnAeTcsA B nepBoii pemmccumn. Ha ocHoBaHuu pesynbtatoB FAB-Knaccudukaumm, umutore-
HETUYECKOro M MONEKYNAPHOrO UCCNeA0BaHMA, NPOBOAUMOrO B AebtoTe 3aboneBaHua, a Takxke A0CTU-
YKEHWUA peMmuccKmn nocae nNepBoro Kypca MHAYKLUMOHHON XMMUoTepanum, naumeHTbl 4enaTca Ha 3 npo-
rHOCTUYECKMeE rpynnbl pucka cornacHo ELN2017. BaaronpuaTHbii puck: t(8;21), inv(16) nam t(16;16), n
myTaunm CEBPA 1 NPM1, Ho 6e3 FLT3-ITD. HebnaronpuATHbIN pUCK: NaLMeHTbl He OCTUTLLIME pEMUCCUU
nocne nepeoro Kypca xumuotepanuu, M5 u M6 FAB, moHocomusa 7, inv(3)(q21926), t(6;11)(q27;923),
t(6;9)(p23;934) unm t(11;19)(q23;p13.1) 1 myTtaumu FLT3-ITD u MLL. OcTanbHble naumMeHTbl OTHOCATCA K
rpynne NpoMeKyTOYHOro pucka. AytonormyHas TICK mosKeT bbITb peKOMeHA0BaHa nauueHTam B nep-
BOI pemuccum 61aronpuaTHOM M NPOMEXKYTOUHOM TPYNNn pucKa, a TakKe Bo 2 pemuccun M3 FAB npu
ycnosum MOB(-). AnnoreHHas TICK ot HLA-COBMECTMMOrO pOACTBEHHOMO MJ/IM HEPOACTBEHHOIO AOHOPA
AONKHA BbITb PacCMOTpeHa y NauueHToB B 1 pemMUCcMM NPOMENKYTOUYHOW M HebnaronpuATHOM rpynn
pUCKa U y BCcex NaLMeHToB BO 2 pemuccun. MauueHTam HebAaronpuATHOM rpynnbl pUcka annoreHHas
TICK oT anbTepHAaTUBHOIO AOHOPA BO3MOKHA B 1 pemuccum.

5L o AytonoruyHasa
MUEeNnougHbIi TrCK
neikos

1 pemuccua MOB(-)
(6naronpuATHbI
puck*)

O6bI4HO He O6bl4HO He KnunHuyeckan
pekomergosaHo (1) | pekomengosaro (I1) | onuusa (1)

O6bI4HO He
pekomeHgosaHo (1)

1 pemuccua MOB(+)
(6naronpuATHbIN
pucK*)

KnuHunyeckan KnuHuyeckas 0O6bI4YHO He
onums (I1) onuwms (I1) pekomeHgosaHo (1)

KnuHuyeckas
onuwms (I1)

1 pemuccusn
(npomeskyTouHbIit
puck*)

KnnHunyeckas KnanHunyeckas KnanHunyeckas
onuums (I1) onuums (I1) onuus (1)

1 pemuccua
(He6naronpuATHbLIN
puck*)

0O6bI4YHO He
pekomeHzoBaHo (1)

KnnHunyeckas

2 pemuceun onuus (I1)

O6bI4YHO He
pekomeHgosaHo (1)

KnuHunyeckan KnuHuyeckan

BHe pemuccun onuws (I1) onuwms (I1)

KnuHunyeckas
onuus (I1)

KnnHunyeckas O6bI4HO He
onuums (I1) pekomeHgosaHo (1)

M3 FAB, 2 pemuccua
v MPB(-)

* MporHocTMYecKMne rpynnbl pucka cornacHo ELN2017

KoHTaKTbI:

BOHAAPEHKO Cepreit Hukonaesumy

dneKTpoHHan noyta: dr.sergeybondarenko@gmail.com
MOWCEEB MeaH Cepreesuny

DNeKTPOHHanA noyta: moisiv@mail.ru



Octpbiit numdobnactHbin nenkos (ON1N1)

AnnorernHaa TICK ot HLA-coBmecTMMOro poACTBEHHOIO WM HEepPOACTBEHHOrO AOHOPA NOKasaHa na-
umeHTam OJ1/1 rpynnbl BbICOKOTO pUCKa B 1 pemuccum M Bcem naumeHTam BO 2 pemMUccun. Bbicokuii
PUCK peunamBa MMEIOT NaumeHTbl cTapwe 35 fieT, ¢ runepaeikoumTosom (ana B-OJ1230,0x10%/n, pas
T-O/1/1 2100,0x10°/n), ummyHodeHotrunom O/1/1 B-I v T-1/T-11/T-1V EGIL, uMTOreHeTUYeCKMMM aHOManus-
mu: 1(9;22)(q34;q11), t(4;11)(921;923), t(8;14)(q24.1;932), KOMNIEKCHbIE aHOMaNUK KapuoTuna (25) u
runogunaonamsa (<44 xpomocom). AytonormyHas TTCK MOMKET paccmaTpmBaTbCA NauMeHTam B nNepsoi
pemuccum ctaHgapTHoro pucka OJ1I/T Ph(-) u ONN1 Ph(+) npu ycnosun MOB(-). AnnorenHas TICK oT anb-
TEPHATUBHOTO JOHOPA BO3MOXHA NaLMeHTaM BbICOKOM rpynnbl pyUcKa B 1 pemuccum 1 Bcem naumeHTam
BO 2 peMUCCUN.

OcTpbliii
numéobnacTHbli
neikos

AyTtonornyHasa
TrCK

Ph(-) 1 pemuccusa
CTaHAaPTHbIN PUCK
1 MOB(-)

O6bIYHO He KnuHuyeckas
pekomeHgosaHo (Il1) | onuws (I11)

O6bI4HO He
pekomeHzgosaHo (1)

O6bI4HO He
pekomeHgosaHo (I1)

Ph(-) 1 pemuccua

- KnanHnyeckas KnanHunyeckas KanHunyeckas 06bluHO He
CTaHAAPTHLIN puck onuus (I1) onuums (I1) onuus (I1) ekomeHgoBaHo (I1)
1 MOB(+) u u u p
Ph(-) 1 pemuccusn KnnHunyeckas 0O6bI4HO He
BbICOKMIA pUCK* onums (I1) pekomeHgosaHo (I11)
Ph(+) 1 pemuccusa KnuHuyeckasn KnuHuyeckas
MOB(-) onums (I1) onuusa (I11)

06bluHO He
pekomeHzgosaHo (1)

Ph(+) 1 pemuccusa
MOB(+)

06bluHO He

2 pemuccusa
pekomeHgosaHo (1)

O6bI4HO He
pexkomeHgosaHo (I11)

KnanHunyeckas
onuus (I1)

KnanHunyeckas
onuums (I1)

KnnHnyeckas

BHe pemuccun s (D)

* BbICOKMI PUCK MMEIOT NaLMEHTbI C LUTOreHeTUYecKuMm aHomanuamu: t(9;22)(q34;q11), t(4;11)(q21;q23)

KoHTaKTbI:

BOHAAPEHKO Cepreit Hukonaesmy

dneKTpoHHan noyta: dr.sergeybondarenko@gmail.com

MOPO3O0BA EneHa BnagncnasoBHa

dneKTpoHHan noyta: dr_morozova@mail.ru

ADPAHACBLEBA KceHus CepreesHa

dneKTpoHHan noyta: afanasevaksenyall@gmail.com 105
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XpoHuueckuit mmenoneinkos (XM/)

3a nocneaHue rogbl B3rNAAblI Ha MmecTo anno-TICK npu XpoHUYecKoM Muenonerikose He npetepnen
CYLLECTBEHHbIX M3MeHEHUI. HeCMOTPA Ha aKTUBHbIEe UCCNeA0BaHMA, HanpaBaeHHble Ha 6onee ry6o-
Koe NoHUMaHue 61onoruu 6onesHu, Poar NeiKeMUYeCcKUX CTBONOBbIX KNETOK, ONONHUTE/IbHbIX MONe-
KYNIIPHBIX U LIUTOTEHETUYECKMUX MOIOMOK KaK OCHOBHbIX MPUYUH PE3UCTEHTHOCTM OMYXO/IEBOTO KIOHA,
HOBble TOUYKM MPUIOXKEHUA A1 Tepanumn 60/bHbIX C AaHHbIM 3a60n1eBaHMeM elle He HalaeHbl. Takum
o6pasom, anno-TICK no-npexkHemy ocTaeTcs e4MHCTBEHHbIM METOLOM, CMOCOBHbIM NPUBECTU K 3pa-
AVKaLUMK ONyxoneBoro KnoHa ¢ Ph-xpomocomoit y nauuertos ¢ XMJ1. OgHako cTaHAapTom Tepanuu 1
JIMHUW Ha CEroAHALLHWUI AeHb ocTaeTca HasHaueHue UTK.

Bbibop UTK 1 anHum npu XM/ onpegensietca ¢ y4eTom 3GpEeKTUBHOCTU U NEPEHOCUMOCTU Tepanum
ANA KaXKA0ro KOHKPETHOro nauueHTa, MpUHMMan BO BHUMaHWe CONyTCTBYIOLLYIO natonoruio. Ha ceroa-
HAWHWIA AeHb B 1 IMHUKM MOryT HasHavatbcA MmaTuHub, Hunotunmnb, NasatnHub. PesynbtaTbl KAMHK-
YeCcKMX nccnenoBaHuii no npumeHeHuto UTK 2 nokoneHus B KavecTtse Tepanuu 1 anHum XMJ1 nokasanum
MX OCTOBEPHO 6onee BbICOKYHO 3GPEeKTUBHOCTb MO CPpaBHEHMIO ¢ UMaTUHMBOM: OTMEeYEHO AOCTUKEHNE
rnyBoKMX MONEeKyNAPHBIX peMUCcCUil B bonee paHHWE CPOKM, @ TaKKe CHUMKEeHWe BepOATHOCTU Nporpec-
cupoBaHua XMJ1. C apyroli cTopoHbl, Npoduab TokcuyHocTM MmaTuHnba sBnseTcsa 6onee 6e3onacHbim,
a onbIT NPUMeHeHUs — Hanbonee ANUTENbHbIM. TakKe 3TO Hanbonee AOCTYNHbIW HA AAHHbBI MOMEHT
npenapat. MoHaTMHWG 1 BO3yTUHMG Ha CEroaHALIHNIA AeHb 0f06pPeHbl ANf UCMNO/b30BAHMA B KayecTBe
Tepanun 2 U 3 INHUN.

[NA naumeHToB, He OTBETUBLUMX Ha 2 MHUKU UTK poskeH BbiTb MHULMMPOBAH MOUCK COBMECTUMOTO
pPOACTBEHHOrO, HEPOACTBEHHOIO MW aNbTEPHATUBHOIO AOHOPA. ITU MaLMEHTbI HYXAAOTCA B NepeBoje
Ha Tepanuio UTK 3 IMHWK (B 3aBUCHMOCTYM OT TMNa myTauuu B ABL KWHA3HOM JIOMEHE) U B KpaTyaiilumne
CPOKM CTAHOBATCA KaHAMAATaMM Ha BbIMoNHeHWe anno-TICK npu nony4eHMn onTMmanbHoOro oteeta (B
cooTBetcTBun ¢ Kputepuamu ELN), ecam puck no wkane EBMT cocrasnset 0-1 6ann, ambo B ciayyae
yTpaTbl LUTOreHEeTUYECKOro MK remaTtosiornyeckoro oteeta Ha UTK 2 aMHum, ecam puck no wrkane EBMT
coctasnset 0-4 6anna. Ecnm rematonornyeckuii oteeT He nonyveH Ha UTK 2 IMHMKM, naumMeHTam NoKasa-
Ha anno-TICK npu ntobom Konmyectse H6annos no wkane EBMT. MaymeHTol ¢ MyTaumamu ABL, obycna-
BAIVBAIOWMMWN pe3nCTeHTHOCTb K UTK 3 anHum namn ¢ mytaumeit T3151 onkHbl paccMaTpuBaThCA Kak
KaHAnAaTbl Ha anno-TICK, BHe 3aBMCMMOCTU OT KosimyecTBa 6annos no Lwkane EBMT, nocne Heyaaum
UTK 2 unu 3 nuHuii.

MaumeHTbl B NpoaBuHYTbIX dasax, rotoeawmeca K anno-TICK, gomkHbl nonyyats Tepanuio UTK nan
MHTEHCUBHYIO nonuxumuotepanuio +\- UTK. Anno-TICK gns faHHOW rpynnbl 60/bHbIX A0/KHA 6biTh
BbINO/IHEHA KaK MOXXHO BbICTpee nocne AOCTUNKEHUA BTOPOI XPOHUYECKON dasbl, 6e3 oCTUNKEHWA non-
HOrO LUTOreHEeTUYECKOro U MOJIEKYJIAPHOro OTBETa.

MauneHTam ¢ CUHreHHbIM AOHOPOM MoKasaHa anno-TICK co cTaHAapPTHbIM PEXUMOM KOHAUUMOHUPO-
BaHMA. AyTOTKM MOXeT paccmaTpmuBaTbCA TOIbKO B PaMKax KAMHUYECKNX UCMbITaHWUI.



XpoHuueckui
mMuenoneinkos

KnanHunyeckas
onumsa (1)

XpoHuueckas ¢asa
1 (Heypaua UTK 2
wunu 3 nuHUK)

AyTonoruyHas
TICK

06bI4HO He
pekomeHgosaHo (I11)

®asza akcenepauymm
unm Xo >1

BAacTHbIN Kpus onuwmsa (I1)

KnanHunyeckas 0O6bI4HO He
onuus (I1) pekomeHgosaHo (I11)
KnnHunyeckas 0O6bI4HO He

pexkomergosaHo (111)

KoHTaKTbI:

MOPO3O0BA EneHa BnagncnasoBHa

dneKTpoHHan noyta: dr_morozova@mail.ru
B/TIACOBA HOnua KOpbeBHa

INeKTpoHHas noyta: jj_vlasova@mail.ru
ADPAHACBEBA KceHus CepreesHa

IneKTpoHHas noyta: afanasevaksenyall@gmail.com
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Muenopubpos (Md)

B HacToAlee BpeMaA annoreHHas TPaHCNIaHTaumMa KOCTHOroO Mo3ra ABNAETCA eANHCTBEHHbIM Tepanes-
TUYECKUM METOA0M, NO3BONAIOWMUM M31e4nTb 6oNbHbIX ¢ Muenopunbposom. AnnoreHHan TICK noka-
3aHa MayMeHTam C NPOMEXKYTOUYHbIM-2 U BbICOKMM PUCKOM MO AMHAMUYECKUI NMPOrHOCTUYECKOM LWKa-
ne (DIPSS) B cBA3M C HU3KOMN OXWMAAEMOIN NPOAOIKUTENBHOCTBIO KMU3HU Y JAHHOW NPOrHOCTUYECKOM
rpynnbl. MoKasaHWA K TpaHCNAaHTaLMKW Y NAaLMEHTOB C MPOMEXKYTOUHbIM-1 pUCKOM Npu Hannuum Hebna-
FOMNPUATHBIX LUTOTEHETUYECKUX M MONIEKYNAPHBIX MapKepoB (MyTaumm B reHax EZH2 n ASXL1) gonxkHbI
0obCyKAaTbCA MHAMBUAYANBHO. B rpynne HWM3KOro pUcKa TpaHCMIaHTaLUMA BbINOAHAETCA AOCTAaTOYHO
peAKo, BO3MOXKHO MCMOMb30BaHWE 3TOr0 MEeTOAA JeYeHWUA Y NaLMEeHTOB OYeHb MOMOAOro BO3pacTa.
Monopaple 60/1bHbIE C MPOMEKYTOUHbIM-1 U HU3KUM PUCKOM TPebYIoT akTUBHOrO HabatogeHua, 1 Npu
nepBbIX NPU3HaKax nporpeccuposaHna 3abonesaHna cneayet obcyKAaTb BO3SMOMXKHOCTb BbINONHEHUA
anno-TrCK. Munenodpnbpos nocne UCTUHHOWM NONULUTEMUM N SCCEHLMANBHOM TPOMBOLUTEMUMN TaKKe
ABNAETCA NoKasaHuem K anno-TICK ana naumeHToB monoske 65 neT. Mcnonb3oBaHue nHrmbutopos JAK
Nno3Bo/IAET YMEHbLUWUTb CMIEHOMEranio, KOHCTUTYLMOHA/IbHbIE CUMNTOMbI nepes, anno-TrCK v Tem ca-
MbIM YNYYLIWUTL pe3ynbTaTbl TPAaHCNAAHTauMKu. AytonornyHas TICK B Lenom He pekomeHgoBaHa 60b-
HbIM ¢ Mr1enodmbposom.

AyTtonoruyHas
Muenodpubpos TrcK
MepBuyHbIit MO
C NPOMEKYTOUHbIM
v Bbicokum DIPSS
puckom

O6bI4HO He

BropuuHbIii M® pexkomeHgosaHo (111)
(nocne nctuHHo
NONULUTEMUM U
3CCEeHLManbHOM

Tpombouutemun)

KoHTaKTbI:

MOPO3O0BA EneHa BnagncnasoBHa
dneKTpoHHan noyta: dr_morozova@mail.ru
BAPABAHLMNKOBA Mapua BragumunposHa
dneKTpoHHanA noyta: mashaprian@mail.ru
B/TIACOBA HOnua KOpbeBHa

dneKTpoHHan nouta: jj_vlasova@mail.ru



Muenogucnnactuueckum cuHgpom (MAC)

AnnoreHHas TIKC aBnaetca Tepanuveii Bbibopa ana B3pocabix nauueHtos ¢ MAC 1 BTopuyHbim OMJT 13
MZAC, obecneunsatoLLeli 4ONTOCPOUHYIO Be3peunanBHYIO BbIXKMBAaeMOCTb MPWU YCIOBUU BbINOAHEHUA
BHe NporpeccupoBaHna 3aboneBaHna UK B NONHOM PemMnccuMmn nocae xumuoTepanuu. PacnpoctpaHe-
HUe PEeXMMOB KOHAMLMOHMPOBAHUA CO CHUMKEHHON MHTEHCUBHOCTBIO [,03, NO3BO/IMBLUEE PACLIMPUTD
NoKasaHMA Ha rpynny nauMeHToB MOXKWAOro BO3pacTa M NaLMEHTOB C HEYA0BIETBOPUTENIbHBIM COMa-
TUYECKUM CTaTyCOM, U YBEIMYEHME UCTI0/b30BAHUA HEPOACTBEHHbIX UM YaCTUYHO COBMECTUMBIX POA-
CTBEHHbIX JOHOPOB BHEC/IM CBOW BK/AZ, B POCT TPAHCNNAHTALMOHHOW aKTUBHOCTH B rpynne nauneHTos ¢
MAC. MexayHapoaHble nporHoctTuyeckme nHaekcebl IPSS n IPSS-R aBnaoTca LeHHbIMU MHCTPYMEHTaMM
onpeaeneHna NpPorHosa ecTecTBeHHOro TeyeHuA 3abonesaHuA. [LONONHUTENbHBIMU MPOrHOCTUYECKU-
MK aKTopamm, KOTopble HEOBXOAMMO YUUTbIBaTb, ABAAIOTCA GMOPO3 KOCTHOrO MO3ra, MyNbTUANHEN-
Haa Anucnnasuna, peppakTepHan LUTONEeHUA, TPaHCHY3MOHHAA 3aBUCMMOCTb U COMATUYECKME MYyTaLUN.
Vimetowwmeca faHHble YKa3blBaloT Ha Niydlime pesynbTtaTbl annoreHHon TICK, ecam ypoBeHb 61acToB He
npesbiWwaeT 5% Ha MOMEHT TpaHcnAaHTauuu. B cuny storo, y nauneHTos ¢ n3bbiTkom 6aacToB B Npes-
TPAHCMNNAHTALMOHHOM NepPUOAE LUMPOKO UCMONB3YIOTCA UHTEHCUBHAA XMMMOTepanua AMbo runomeTu-
Nmpylolwye npenapartbl, AaXe ¢ Y4EeTOM TOro, YTO B KOHTPOIMPYEMbIX NMPOCNEKTUBHbBIX UCCAEA0BaHUAX
He 6bl10 NOKa3aHO UX NOJIOKUTENIbHOE BAUAHME Ha UCXOZ, TPaHCNAaHTauuK. PelleHne o BbINOHEHUU
annoreHHol TICK [ONKHO NPUHMMATLCA C YHETOM pUcKa 3aboneBaHMA M PUCKa Camoit npoueaypbl Ha
OCHOBaHMM NoKasaTena pucka EBMT, conyTcTBytowwmx 3aboneBaHnin naumeHTa n apyrux Gaktopos B Co-
OTBETCTBUW C MEXAYyHapOAHbIMU pyKoBOACTBaMU paboueit rpynnbl EBMT Chronic Malignancies Working
Party.

AyTonorunyHas

MAc TICK

PA, PUMA, PAUB O6bl4HO He

Inll pekomeHgosaHo (1)

BTopuuHblit OMJ KnnHnueckas

8 1u 2 pemuccumn onuums (I1)

bonee nosgHue O6bl4HO He

cragum pekomeHgosaHo (I11)
KoHTaKTbI:

MOPO3O0BA EneHa BnagncnasoBHa

dneKTpoHHan noyta: dr_morozova@mail.ru

LBETKOB Hukonait FOpbesuy

dneKkTpoHHan nouta: nikolai.tcvetkov@yandex.ru

BAPABAHLMNKOBA Mapua BragumunposHa

dneKTpoHHanA noyta: mashaprian@mail.ru 109
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XpoHuuecknint anmeonenkos (X/11)

3a nocnegHue 5 net KonnyecTso NposBeAeHHbIX annoreHHbIX TTCK no nosoay X/1/1 B mupe cywecTBeHHO
CHU3WOCH, B CBA3M C NOABNEHNEM HOBbIX 3PPEKTUBHBIX NPenapaTos — MHIMOBUTOPOB CUTHABHbBIX My-
Tei (MHrIMBUTOPOB TMPO3UHKMHA3bI BpyToHa, MHIMBKUTOpa BCL-2). Tem He meHee, anno-TICK npu X/
ocTaeTcA eAUHCTBEHHbBIM NOTEHLMANBHO M3/1€4MUBAIOLLMM METOA0M ANA NaLMEeHTOB BbICOKOrO pUcKa u
C PE3UCTEHTHOCTBIO K 3TUM NpenapaTtam. PelleHne O BbINOSHEHWW TPAHCMNAHTALMUK B KaXKA0M Cydyae
[O/IXKHO BbITb OCHOBAHO Ha OLEHKe pUCKa U NOJb3bl, @ TaKXKe NoTpebHOoCTel 1 NoXenaHui nauneHTa.

EBMT u ERIC (European Research Initiative in CLL) Npeasosunam HoBbI Noaxosd K onpegenexuio X1/
BbICOKOTO pUCKa, 06yCN0BNEHHOTO aHOManuAMKU reHa TP53 1 peaKkuuel Ha nevyeHue MHTMBUTOpPammn
CUrHanbHbIX nyTen [1]:

e [MaumeHTbl ¢ X/1/1, Pe3nUCTEHTHBLIM K MMMyHOXUMMOTepanuu (UXT), HO MMetlowme MOAHbIN OTBeT
Ha Tepanuio MHIMBUTOPAMU CUTHANbHbIX MyTel (BbICOKMIA PUCK 1) JONMKHbI MPOAOKUTL NEeYeHue,
M anno-TICK ocTaeTca onumein TONbKO ANA OTAE/bHbIX MAUMEHTOB C HU3KMM PUCKOM CBA3AHHBIM C
npoueaypon.

® [MauueHTbl ¢ XJ1/1, pesnucTeHTHbIM Kak K UXT, Tak v K Tepanuu UHIMBUTOPaMM CUTHAMbHbIX NyTein
(BBICOKMIA pUCK 2), UcHepnaBLLUME CBOU OCHOBHblE papMaKoNOrMyYeckue TepanesTUYeckne BO3MOKHOCTU
O0/KHbI BbITb PACCMOTPEHbI A4/ KAETOYHOM Tepanuu, Bkatodas CAR-T u annoreHHyto TICK.

1. Dreger P, Ghia P, Schetelig J, van Gelder M, Kimby E, Michallet M, et al. High-risk chronic lymphocytic leukemia in
the era of pathway inhibitors: integrating molecular and cellular therapies. Blood. 2018;132:892-902.

AyTonoruyHasa
TICK

KnnHunyeckan O6bI4HO He
onuwms (1) pekomeHgosaHo (1)

BbicoKuii puck 6e3
TpaHchopmauumn

KnnHunyeckan KnuHnueckasa
onuwms (1) onuus (1)

BbicoKuit puck 6e3
TpaHchopmauumn

KoHTaKTbI:

MWXANJTOBA HaTtanba bopucosHa
IneKTpoHHas noyta: bmt.lymphoma@gmail.com
KANTALWHWKOBA Onbra bopucosHa
JneKTpoHHasA noyTa: 04290@yandex.ru
MBAHOBA Mapwusa OnerosHa

JneKTpoHHasA noyTa: marilexo@yandex.ru



Andody3Hana B-KneTouHana KPYNnHOKNETOYHanA
numdoma (ABKKN)

[nddysHbie B-KneTouHble KPYNHOKNETOUHbIE IMMPOMbI C PE3UCTEHTHBIM/PELUANBUPYIOLLUM TEYEHU-
em oTanyatoTca HebnaronpuATHBIM NPOrHo3om. AytonornyHas TICK B KauecTse KOHCONMAALMK BTOPOW
pemuccum ABNAETCA CTaHAAPTOM Tepanuu 1 NO3BONAOT HAAEATbCA Ha 61aroNPUATHBIN UCXOZ NPU Neve-
HWUW NepBoro peunamnsa. baarogapa noaBaeHUO AaHHbIX 06 3dPeKTUBHOCTM 1 Ge30NacHOCTM annoreH-
HoW TICK, cTaHZapTOM Tepanuu XMMMOYYBCTBUTE/IbHOTO peLuuamnea nocae ayto-TICK, ctana annoreHHas
TICK ot HLA-coBMecTMMOro poacTBEHHOTO UM HEPOACTBEHHOIO AOHOPA, Kpome Toro TICK oT raniou-
AEHTUYHOro 0HOPa PacCMaTPUBAETCA KaK TepaneBTUYecKas onuua. MasHbiM GaKTOPOM, BANAKOLLMM
Ha pesynbratbl TTCK, AaBnaeTtca ctatyc 3abonesaHna Ha MomeHT TICK, Mo3TOMYy XMMMUOUYYBCTBUTENbHOCTb
peunamBa aBnaeTca 06a3aTenbHbIM ycnoBrem. Hannyyiime pesynstatbl MOryT 6bITb NOAYYEHbI MPU NPO-
BesieHun TICK B MOMEHT MaKcMmanbHoro sdpdekTa NpoTUBOONYXONEBOW XMMUOTEPANUM, MTOSTOMY CPOK
nposeaeHna TICK kpuTuyeH. TpaHcnaaHTaumio cneayeT NN1aHMPOBATL B HaYase nevyeHnsa peunansa.

AyTtonorunyHasa
TICK

MonHbivi oTBeT 1
npomesK./BbICOKMiA
pumck IPI

KnuHunyeckan
onuwus (1)

0O6bI4HO He
pekomeHgoBaHo (I11)

0O6bl4HO He
pekomeHgosaHo (I11)

0O6bl4HO He
pekomeHzoBaHo (I11)

XumuouyscTs.
peunauB, NOAHbIN
oTeer 22

Mertog,
paspabatbiBaeTca

(1)

KnuHunyeckan
onuus (I1)

KnuHunyeckas
onuus (I1)

XumuouyBcTs.
peunauns
nocne ayto-TICK

O6bI4HO He
pekomeHgosaHo (I11)

KnanHunyeckas
onums (I11)

PedpakrepHocTb

0O6bI4HO He
pekomeHgoBaHo (l11)

O6bI4HO He
pekomeHgoBaHo (I11)

O6bl4HO He
pexkomeHgosaHo (I11)

MNepBuyHan
nnmeoma LIHC

KoHTaKTbI:

MWXAWM/IOBA HaTanba bopucosHa
3neKTpoHHas noyta: bmt.lymphoma@gmail.com
KOHOAKOBA EneHa BuktoposHa
dneKkTpoHHan nouta: kondakovae@mail.ru
3ANANOB Opwit PeHaToBMY

INeKTPoHHanA noyta: yz21@mail.ru

NENUK Knpmnn Buktoposuny

3nekTpoHHas noyta: lepikkv@gmail.com
CMbIKOBA Oneca BnagnmuposHa
DNeKTpoHHan noyta: olesya.gen@gmail.com
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donnukynapHaa amumepoma (P/)

B HacToALlee BpemMA HeT J0CTaTOYHOW AOKasaTenbHoi 6asbl, no3sonatowel cuntatb ayTo-TICK cTaH-
[APTOM Tepanuu npu Nepsom 1 nocneaytowmx peunamnsax ®/1: Het npemmyuiectsa B OB npu npumeHe-
HUW KOHconmaupytoLeit ayto-TICK B nepsoit pemuccun ®Jf1, pesynsratbl ayTo-TICK Nnpy UCTUHHO pe3u-
cTeHTHOM ®J1 TakxKe HeyaoBneTBOPUTENbHbI. OfHAKO A0NTOCPOYHbIE HABNOAEHNA B PETPOCNEKTUBHbBIX
nccnenoBaHUAxX ¢ npumeHeHnem ayto-TICK npu peumamsax ®J1 4eMOHCTPUPYIOT, YTO YacToTa peumam-
BOB CTAHOBUTCA pPeXe No UcTevyeHnn 6-8 net HabtoAeHUA, YTO NOKasbiBaeT BO3MOXKHbIN TepanesTuye-
CKUIA NOTEHUMAnN y Takux nauneHToB. KOHTponb Hag 3abonesaHnem ynydleH npUMeHeHnem noaaep-
KuBatoLWen Tepanuu putykcumabom. @J1, Kak NpaBuao, AEMOHCTPUPYET BbICOKYIO YYBCTBUTENbHOCTD
K peakuun PTMJ1, n, cooTBeTcTBEHHO, 3ddeKTMBHOCTb anno-TICK. Tem He meHee, B CBA3W C BbICOKOM
YYBCTBUTENbHOCTbBIO K TEPANUKN NEePBOWA IMHWUM U B OTCYTCTBME afleKBaTHbIX paKTopoB HebaaronpuaTHO-
ro nporHo3a, anno-TrCK B nepsoit pemuccuu npu ®J/1 He npumeHseTcs. VImetoTca AaHHble HEeCKONbKUX
PETPOCNEKTUBHBIX, HEKOHTPONNPYEMbIX UCCAEL0BaHMI, NOKa3blBatoLWMX 3dPeKTUBHOCTb anno-TICK Kak
NoTEHLUMaNbHO U3/1eYMNBaAIOLLETO MeToAA A/19 NaLMEHTOB C peunamnsamu nocne ayto-TICK, mHoxKecTBOM
JIVHUI Tepanumn u XMMUOPEe3nUCTEHTHOCTbIO. B pekomeHaaumax EBMT2019 npousoluno pasgeneHue no-
KasaHuit ana nposeseHuna ayto-TICK B nepBol pemmuccumn — naumeHTam c TpaHchopmaumelt Gonnmky-
nApHoM anmdombl ayTo-TICK ABNseTcA TepaneBTUYECKO onumei.

donnukynapHas
nmmopoma

AyTonoruyHasa
TICK

1 pemuccus, 6e3 O6bI4YHO He 06bI4HO He 06bI4YHO He 06bI4HO He
TpaHcdhopmauum pekomeHgosaHo (Ill) | pekomengosaHo (Ill) | pekomengosao (Ill) | pekomeHgosaHo (I1)
1 pemucceums, ¢ O6bI4YHO He O6bI4HO He 06bI4YHO He KnuHuyeckan
TpaHchopmauuein pekomeHgosaHo (Ill) | pekomengosaHo (Ill) | pexomergosaro (1) | onuwms (I11)
XUMUOUYBCTBUT.

peuuams, 2-a U KnuHuyeckaa KnunHuyeckaa O6bIuHO He

6onee nonHas onuus (I11) onuus (I11) pekomeHgosaHo (I11)

pemuccun

2-a 1 6onee nonHas
pemuccus nocne
ayTo-TICK B aHamH.

MerTog, O6bI4HO He
paspabarbisaerca (Ill) | pekomeHzosaHo (I11)

KnuHunyeckan O6bIYHO He
onuus (I11) pekomeHzoBaHo (I11)

KnuHuyeckan
onuwus (I1)

KnuHunyeckas

Pe3uncreHTHOCTb
onuwus (I1)

KoHTaKTbI:

MWXAWM/IOBA HaTanba BopucosHa
IneKTpoHHas noyta: bmt.lymphoma@gmail.com
KOHOAKOBA EneHa BuktoposHa

dnekTpoHHas nouta: kondakovae@mail.ru
3ANANOB Opwit PeHaToBMY

dneKkTpoHHas nouTa: yz21@mail.ru

NENUK Knpmnn Buktoposuny

IneKTpoHHan nouta: lepikkv@gmail.com



T-kKnetouHbie niumeombil

T-KNeToYHble MMMPOMBbI OCTatOTCA rpynnoii 3abonesaHuii ¢ HebnaronpUATHbIM NporHosom. [ns nepude-
pPUYECKMX T-KNETOUHbIX IMMbOM C pedpaKTEPHbLIM U PELUAMBUPYIOLMMMU TEUEHUEM 33 NOCNEAHME oAbl
HaKonunacb fAoKasatenbHana 6asa, cBuaeTenscTsytowas 06 3PpGEKTUBHOCTU BbINOAHEHWUA aNioreHHOW
TICK. CTaHZapTom Tepanuu XMMUOYYBCTBUTE/IbHOTO peuuamnBa, To ecTb 2-as U bonee pemuccum nepu-
depuyeckmx T-KnetouHblx MMMpom, ctana annoreHHas TFCK oT HLA-coBMeCTMMOro poacTBEHHOro UAn
HepoaCTBEHHOro AoHOopa, Kpome Toro TICK OT rannonaeHTUYHOro JoHOpa paccMaTpUBAETCA KaK Tepa-
neBTUYECKan onuuma. MaBHbIM paKTOPOM, BANAIOLLMM Ha pesynbTaTel TICK, anaeTca cratyc 3abonesaHns
Ha MomeHT TI'CK, NosTomy XMMWOYYBCTBUTENIbHOCTL peuumBa ABAAETCA 0bA3aTeNbHbIM ycnoBMeM. Hau-
Nydwme pesynbtaTbl MOryT BbITb NosyydeHbl Npu nposegeHnn TTCK B MOMEHT MaKkcmanbHoro apdekta
NPOTMBOOMYXONEBOI XMMMOTEPANUK, MOSTOMY CPOK nposeseHna TICK KpuTuyeH. TpaHcnaaHTauumio cne-
AyeT NNaHMPOBaTb B HaYa e fieveHns peLmnansa. NepsryHble KoXKHble T-KNeTouHble NMMGOMBI Ha paHHeN
CTaAMN UMELOT OTINYHbIE PE3YNbTaTbl IEUEHMSA, YTO ABAAETCA NPUUMHON OTCYTCTBUA PEKOMeHaaUui ana
TICK. Tem He meHee, naumeHTsbl ¢ 6onee NpoaBuHyTOi cTagmeit no EORTC/ISCL (11B-1V) umetot Hebnaro-
NPUATHbIN NPOrHO3 Ha poHe CTaHAAPTHOTO NeveHnA. AnnoreHHaa TICK B aTol rpynne nauMeHToB NpuBo-
AWT K KNMHUYECKM 3HAaYMMOMN U CTOMKOW peaKkummn TpaHcniaHTata npotus mmdomsl. Ha cerogHAWHMUN
AeHb NPOAO/KAOTCA UccnefoBaHNA 3GPEKTUBHOCTM annoreHHoin TICK npu nepBUYHBIX KOXKHbBIX T-Kne-
TOYHbIX IMMPOMAX U JaHHAA peKOMEHAALMA OCTAeTCA TepaneBTUYECKOW onumen.

AyTonoruyHasa
UarHo3sbl
A TICK
Nepudepunueckas T-kn. iumpoma
KnanHnyeckas KnanHunyeckas O6bIYHO He KnanHuyeckas
1 pemuccusn
onuums (I1) onuums (I1) pekomeHgosaHo (Il1) | onums (11)
2-a n 6onee nonHas
MMCCHA. DELUAME KnanHnyeckan KnanHunyeckas
P s Peunay onums (I1) onums (1)
XMMMUOUYBCT.
KnvHnyeckas KnanHunyeckas KnnHnyeckan O6bI4HO He
Pe3ucreHTHOCTb
onuus (I1) onuums (I1) onuws (1) pexkomeHgosaHo (I11)
MepBuyHanA KoXKHaa T-kn. nnmpoma
EORTC/ISCL cragum O6bIYHO He O6bIYHO He O6bIYHO He O6blYHO He
I-IA pekomeHgosaHo (Ill) | pekomeHgosaHo (Ill) | pekomerposato (IIl) | pekomengosaHo (I11)
EORTC/ISCL cragum KnuHuueckas KnuHunueckas Mertog, O6blYHO He
11B-IV onuws (1) onuws (1) paspabatbisaetcs (Ill) | pekomeHgosaHo (111)

KoHTaKTbI:

MWXAWM/IOBA HaTanba bopucosHa
IneKTpoHHas noyta: bmt.lymphoma@gmail.com
KOHOAKOBA EneHa BuktoposHa

dnekTpoHHas nouta: kondakovae@mail.ru
NENWK EneHa EsreHbeBHa

dneKkTpoHHas nouta: ee.dav@mail.ru

NENWUK Knpunn Buktoposuny

IneKTpoHHan nouta: lepikkv@gmail.com
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MaHTuitHoKneTouHaa ammeoma (MK/N)

NBpYyTMHNG BbiN 0A406peEH B KayecTBe HOBOTO 3 hEKTUBHOIO NpenapaTa B Ie4EHUM NALMEHTOB C peuu-
OVBUPYIOWMM AU pedpaKTepHbIM TeYEHUEM MaHTUIHOKeToUYHOU iumbombl (MK/). Tem He meHee,
AaHHble UCCNeA0BaHNI AEMOHCTPUPYIOT OTCYTCTBUE ANUTENbHOW BbIXKMBaeMoCTH 6e3 nporpeccnposa-
HWA Y A@aHHOW rpynnbl 60/1bHbIX. Kpome Toro, nauneHTbl, TepatoLme oTBET Ha Tepanum nbpyTuHnb6om,
UMEIOT KpaiHe HebnaronpuATHbIA NPorHo3. Taknum obpasom, nosBaeHUe HOBbLIX TapreTHbiX npena-
paToB, B TOM Yncne nbpytrHnba, He NOBAUANO Ha ecTecTBeHHOe TeyeHue 3aboseBaHuA, 1, cnefoBa-
TeNIbHO, Ha MOKa3aHMA K TpaHcnAaHTaumu. AytonormyHaa TICK octaeTca cTaHAapTOM KOHCOMMAALMMK
1 pemuccun y naumeHTos ¢ MKJ/1 monoske 65 net. B Toxke Bpems, 6b1710 NoKazaHo 3bPeKTUBHOE UCNOob-
30BaHMe TapreTHbIX NpenapaToB B KayecTBe «bridge»-Tepanuu nepesn annoreHHoi TFCK y nauneHTos
C peuuavBupyoWwmnm nnmn pedpaktepHoim TeyeHmem MK/, Mpeumyuiectso annoreHHow TICK B 1 pe-
MUCCUM 3ab0NeBaHMA Ha CETOAHALLHMI AeHb He NoATBEPKAEHO. TakMuM 06pa3om, paHHee nNposeseHne
annoreHHoi TICK y nauneHToB ¢ MK/1 BHe KAMHUYECKMX UCCAeA0BaHUI He peKoMeHayeTcs.

MaHTUIHOKA.
numépoma

AyTtonoruyHas
TICK

06bI4HO He
pekomeHgosaHo (I1)

1 pemuccua
(HU3KMI pUck)

MeTopg,
paspabartbisaetcs (I1)

MeTopg,
paspabatbisaetcs (11)

2 n 6onee nonHan
WAW YacTU4Han
pemuccusn 6es
ayTo-TICK B aHamH.

KnanHunyeckas
onuums (I1)

KnnHnyeckas
onuus (I1)

MeTog,
paspabatbiBaetcs (11)

2 n 6onee nonHan
WAK YacTUYHan KanHunyeckas O6bI4YHO He
pemuccus nocne onuus (I1) pekomeHgosaHo (1)
ayTo-TICK
Peunans KnuHnyeckaa KnunHuyeckaa Mertog, O6bl4HO He
umAl onuus (I1) onuums (I1) paspabatbisaetcs (Il) | pekomengosaHo (1)
KoHTaKTbI:

MWXAWM/IOBA HaTanba BopucosHa
3neKTpoHHas noyta: bmt.lymphoma@gmail.com
KOHOAKOBA EneHa BuktoposHa

dneKkTpoHHan nouta: kondakovae@mail.ru
NENUK Knpmnn Buktoposuny

3nekTpoHHas noyta: lepikkv@gmail.com
DEAOPOBA Nlogmuna BanepbeBHa
dneKTpoHHan nouta: lucyfed3@gmail.com



Numdoma XoaxkkuHa (/1X)

BbICOKO03HAA XMMMUOTEPANUA C ayTONOrMYHON TPAHCNAHTALMEN reMOonNo3TUYECKUX CTBOIOBbIX KETOK
Ha CerofHALWHMIN AeHb OCTaeTcA obLenpu3HaHHbIM CTaHAAPTOM Ie4eHUA NaLMEHTOB B ClyYae Heao-
CTaTouYHOW 3QPEKTUBHOCTU UM peLnamMBa Kaaccuueckon iumdombl XogkKkunHa (K/1X) nocne xumuote-
panuu nepBov NMHUK. B TeyeHMe NOCNeAHUX NATU NET B IEYEHUU PE3UCTEHTHBIX GOPM 1 peLnanBoB
K/1X nocne ayto-TICK npousownm 3Ha4ymTeNbHble U3MeHeHUa brarofaps WWPOKOMY BHEAPEHUto Tap-
reTHoM U MMMyHoTepanuu. B To ke Bpema coxpaHaeTtca ctatyc anno-TICK Kak metoaa ¢ Hanbonbwmm
NOTEHLUMANOM K U3/IeHEHWIO MALMEHTOB 3TON TAXKENON rpynnbl. Pe3ynstatbl anno-TFCK 3HauutenbHo
yAy4lwmnAncL bnaroaapsa NPUMEHEHUIO PEXUMOB KOHAMLMOHUPOBAHUA CO CHUMXKEHHOW TOKCMUYHOCTBIO,
HOBbIX NOAXOA0B K NPOPUNAKTUKE peakLMM TPAHCMAHTAT NPOTUB XO3AMHA, @ TaK»Ke HOBbIX IeKapCTBEH-
HbIX MpenapaTos, NO3BONAIOLWMX A0OUTLCA UMTOPeayKUuMK nepes anno-TICK y 6onbluMHCTBA NauMeH-
TOB. B cnyyae xummopesucteHTHOCTH (HeabPeKTUBHOCTU XMMMOTEPANUM BTOPOM IMHWUM, peLMAMBa UK
HeaddekTBHOCTM ayTo-TICK), HacTOMUYMBOE NPOAOIKEHNE XMMUOTEPANUU HE MOKET PAacCMaTPUBATLCA
B KayecTBe NepcrneKTUBHOMO noaxona. B Takux cnyyasx uenecoobpasHo nposeseHue Tepanuu GpeH-
TyKcMmabom BefOTUHOM MK aHTU-PD-1 aHTUTeNnamu. MOCKONbKY Hauyylwmue pe3ynbraTbl MOTYT bbiTb
nosny4yeHsbl Npu nposeseHnn anno-TICK B MOMEHT MaKCMManbHOTo OTBETA OMYXO/IU Ha Tepanuio, KOH-
CYNbTaLMI0 OTHOCUTENbHO CPOKOB NposeaeHua anno-TICK uenecoobpasHo NPoBecTU B Hayae neveHns
peunamsa.

Numdpoma
Xopa KKuHa

AyTtonorunyHas
TICK

O6bI4HO He 06bI4HO He 06bI4HO He 06bluHO He

1 pemuccusn

pekomergosaHo (I1l) | pekomeHgosaHo (Ill) | pekomeHgosaHo (Ill) | pekomeHaosaHo (1)
Xumunouyscr. Mertog, Mertog, O6bluHO He
peunaus 6es

paspabatbiBaerca (Ill) [ paspabatbisaercs (Ill) | pekomengosaHo (111)

ayTo-TICK B aHamH.

Xumuouyscr.
peuuams nocne KnnHunyeckas KnnHuyeckas
ayTo-TrCK onuws (I11) onuws (1)
PedpaKTepHOCTb Mertog, Mertog, Mertog, KnuHuyeckan
P P paspabatbiaercsa (Il) | paspabatbisaetca (Il) | paspabatbisaerca (I1l) [ onuma (111)
KoHTaKTbI:

MWXAWM/IOBA HaTanba bopucosHa
IneKTpoHHas noyta: bmt.lymphoma@gmail.com
KOHOAKOBA EneHa BuktoposHa

dnekTpoHHas nouta: kondakovae@mail.ru
NENWUK Knpunn Buktoposuny

IneKTpoHHas nouta: lepikkv@gmail.com
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MakpornobynmHemua BanbgeHctpema (nmmdoo-
nnasmauutapHaa ammeoma c IgM rammonartuen)

C nosBneHnem 6onee 3bEKTUBHLIX HOBbIX MPENapaToB B Tepanuu MakpornobynnHemun BanbaeH-
cTpema (puUTyKCcMmab, aHanorv MypUHOBLIX OCHOBAHMM, MHIMBWUTOPbLI MPOTEOCOM, KUHA3HbIE WHIU-
6MTOpBbI), CTPaTernsa C UCMosb30BaHMeM ayTonornyHoi TICK B KauecTse KOHCOIMAALMM NepPBO pemuc-
CUM CTAaHOBMUTCA BCe 60/1ee COMHUTE/IbHOM U He A0MKHA PEKOMEHA0BATLCA BHE KAMHUYECKUX UCCeao-
BaHwWi. AyTonormuryio TICK cneflyet paccmaTpvBaTth Kak TepaneBTUYECcKyH OMuUMIo NPy NepBomM peLu-
AMBE U AN1A NaLMEHTOB, KOTOPbIM TpebyeTca 601ee 0AHOM IMHUK Tepanuu ANA LOCTUXKEHWUA PEMUCCUM.
AnnoreHHan TICK paccmatpuBaeTcs B KauecTBe TepaneBTUYECKON Onumn TONbKO A/ MOOAbIX MaLu-
€HTOB C arpecCuBHbLIM KAMHUYECKUM TEYEHUEM UM BbICOKUM PUCKOM 3ab0/1eBaHUA COMacHo LWKane
IPSS. HecmoTps Ha To, YTO YeTKoe onpefesieHne arpeccBHOTO TeYeHUs MaKkpornobyauHemun Banb-
[AeHCTpema OTCyTCTByeT, annoreHHan TTCK MOXKeT paccmaTpuBaThes Y MaLMEHTOB C KPaTKOBPEMEHHbIM
OTBETOM U/IN PE3UCTEHTHOCTBLIO K XMMUOMMMYHOTEPANUM, @ TaK¥KE K Ie4eHUI0 Ha OCHOBE MHIMBUTOPOB
NpoOTeacom U/Man KUHa3HbIX MHIMBUTOPOB.

Makpo-

AyTtonoruyHas
rnobynuHemus

TrCK
BanbaeHcTpema
MaumeHTbl KnnHunyeckan KnnHunyeckasn O6bIYHO He KnuHuyeckan
BbICOKOTO pUCKa onuus (I1) onums (I1) pekomeHzosaHo (Il1) | onums (11)

KoHTaKTbI:

MWXAWM/IOBA HaTanba bopucosHa
IneKTpoHHas noyta: bmt.lymphoma@gmail.com
KOHOAKOBA EneHa BuktoposHa

dnekTpoHHas nouta: kondakovae@mail.ru
MWXAMNOBA MUpuHa AHaTonbeBHa
dnekTpoHHas nouta: ffm93@mail.ru



NMumepombl y BUM-MHPMUMPOBAHHDBIX NaLUEHTOB

NHdUumpoBaHHble BUY naumeHTbl OTHOCATCA K rpynne noBblLUEHHOrO PUCKa PasBUTUA 3/10KA4eCTBEH-
HbIX onyxoneW. BoianeHne nnmdomsl Ha poHe BUY aBnaeTca nokasaHMem ANA HazHayeHWsa aHTupe-
TpoBupycHol Tepanumn (APBT) BHe 3aBucMmocTH OT Koaudectsa CD4 numdoumntos. HasHauyeHne APBT
pekomeHA0BaHO A0 Havana MXT, HO NPKU CPOYHbIX NOKa3aHUAX K Havany MXT, pekomeHA0BaHO COBMECT-
Hoe Ha3HauyeHue NXT n APBT. HeobxoamMmo cornacoBatb HasHauyeHWe npenapatos APBT u cpeacts MXT
C YH4ETOM SIeKapCTBEHHbIX B3aWMOAENCTBUN.

MepBuyHaa Tepanua numeom Ha poHe BUY. Cxembl MXT Ha PpoHe npumeHeHus APBT, BKAoYas uc-
NoNb30BaHWE MOHOKJ/IOHA/IbHblE aHTUTeNa, A03bl LUTOCTAaTUKOB U NPOAO/IKUTENbHOCTb MEXKKYPCOBbIX
MHTEpBanoB y NaumeHToB ¢ BUY-accoummpoBaHHbIMU TIMMOMaMM He OTIMYAKOTCA OT TaKOBbIX B 06LLel
nonynauumn 6obHbIX. OCOBEHHOCTLIO ABAAETCA Ha3HaYeHUe pUTYKCMMaba, NoKasaHWA K NPUMEHEHUIO
puTyKcMmaba y BUY-nHOMLMpPOBaHHbIX 6ONbHBIX ONPEAENatoTca B 3aBUCMMOCTM OT KoanyecTsa y 60/b-
Horo CD4+ KneToK: Npu Hanuumm 6onee 50 CD4+ KNETOK B MKN PUCK Pa3BUTUA HEXENATE/IbHbIX ABNEHUIA
He nosblwaetca. Mpu cHUKeHUn ypoBHA CD4+ KneTok <50/MKn pUTYKCMMab BBOAUTL HE peKoMeHAy-
eTCA B CBA3M C YBE/IMYEHUEM PUCKA Pa3BUTUA MHOEKLMOHHbIX OCIOXKHEHWUI U BbICOKOM N€TaIbHOCTbIO.
Ecnu puTykcmab He 6bin HazHaveH BO Bpems nepBoro Kypca MXT, npu OTCYyTCTBUM TAXKENbIX OCNOKHE-
HWIA, PEKOMEHA0BaHO MPOBOAMUTL BTOPOI Kypc MXT ¢ putykcumabom.

JleyeHne peunAnBOB U PE3UCTEHTHLIX popm Aumdom y naumeHToB ¢ anmbomamu u BUY gonkHo
6bITb NPOBEEHO B COOTBETCTBUU PEKOMEHAALMAM Y NaLmeHToB 6e3 BUY. CTaHgapTom Tepanvu BTOpoi
NVHUK anA 6onblMHCTBaA IMMPOM ABAAeTcA LuTopeaykTuBHas MXT c o6a3aTenbHbIM NPOBeAEHNEM Bbl-
COKOZ,03HOM XMMMOTEPaNMK C ayTONIOTMYHOM TPaHCMIaHTaUWel reMmono3TUYECKMX CTBO/IOBbIX KNETOK
(ayTo-TICK). Mpun AnarHocT1Ke peumamBa Uam HeaoCTaTouHOM 3G HEKTUBHOCTU NEPBOIN IMHUM Tepanum
cnepyeT cBA3ATbCA C LEHTPOM, rae naaHupyeTca nposegeHne ayTo-TICK ana coBmecTHOro naaHupo-
BaHWA BTOPOM IMHUK Tepanuu AN Toro, YTo bbl M3bexaTb nepepbiBa Mexay LuTopeaykTnsHow MXT
BTOpPOM AnHMM 1 ayTo-TICK. CBOeBpemeHHOe NpoBeseHne BbICOKOA03HOW XxumuoTepanuu ¢ ayto-TICK
ABnAeTCcA 06A3aTeNbHbIM YCNOBUEM YCTELIHOW Tepanum peLuanBoB NN Pe3UCTEHTHbLIX GopM NMMdOM.

JNeueHume peumnamsa nocne ayto-TFCK f0KHO BKAOYATb HOBbIE NPenapathbl 414 e4eHns TMMPom, Kak
y nonynaumu 6e3 BMY, B TOM Yncae annoreHHyto TpaHCNNAHTALMIO FeMOMNO3TUYECKMX CTBOIOBBIX K/le-
TOK (anno-TrCK), CAR-T, He3aperncTpmMpoBaHHble nNpenapaTbl — B PamKax KAMHUYECKMX UCCNe0BaHUNI
(anpobaumu, paclwmpeHHoro goctyna). 9ddeKkTnBHoCcTb M 6esonacHocTb ayTo-TICK y naumeHToB ¢ BUY 1
nmmpomamu Bblna NPOAEMOHCTUPOBAHA B CEPUM UCCNEA0BaHUI. Pe3ynbTaTbl IeYEHUA HE OT/IMYAKOTCA
OT TaKoBbIX Y nauuneHToB 6e3 BUY. Anno-TICK Tak e aBnaeTca 6e3onacHoi Npoueaypoi Ana naumeH-
TOB ¢ BUM-nHPeKLMeNn, a TaK e HeceT NOTEHLMAN U3/1eYeHUS He TONIbKO OT 3/T0KAYeCTBEHHOMN OMNyXonu,
HO 1 oT BUY-uHbekumnn.

POCCUMCKME KNMHWYECKUE PEKOMEHOALMW MO ANATHOCTUKE U JIEYEHWIO SIMMPOMPOSIUDEPATUBHBIX 3A-
BEOJIEBAHUNA. Abpypaxmanos [1.T., Abysaposa I.P., AreeBa T.A., Anekcees C.M., Anb-Paau /1.C., Acnannam W.MN., babu-
yesa /1.I., baiikos B.B., bapsx E.A., benoycosa W.3., banuk T.E., BuHorpagosa O.H., Bopobbes B.U., Botakosa O.M.,
Bnagumwuposa /1.10., fanctau .M., feHanuH T.E., Tnagkos O.A., TopeHkosa J1.I., [ybkuH A.B., NlemuHa E.A., QyauHa TA.,
Exkaesa W.B., EmenwuHa E.W., 3apuukuii A.1HO., UnbuH H.B., Kannanos K.A., KatyHuHa T.A., Kupuerko A.WU., Knsacosa lA.,
Kospuruna A.M., Kokocag3e H.B., KoHosanos [.M., KoHctaHTuHOBa T.C., KpasyeHko A.B., Kpasuerko C.K., Kpusonanos
H0.A., KyabmuH A.A., leemaH E.E., Jlyroeckaa C.A., MeHgeneesa /1.M., Muxaiinosa H.b., Mouceesa T.H., MyxopToBa
0.B., MsakoBa H.B., HukutuH E.A., Opnosa P.B., OcmaHos E.A., Netpos C.B., MusHuk A.B., Moaay6Has U.B., Monosa M.O.,
Mocnenosa T.M., MTywkuH B.B., Nypcarnosa .M., Po3uxa T.M., Camoitnosa O.C., CemoukuH C.B., CotHukos B.M., Ctaa-
HuK E.A., CtedaHos [.H., Tpopumosa O.M., TymsH I.C., FOpwmH O.T., LLimakos P.I. Poccuiickoe npodeccroHanbHoe obiue-
CTBO OHKOremaronoros; Poccuiickaa MeAMLMHCKaA akaaemua HenpepbiBHOro npodeccuoHanbHoro obpasosanna M3
P®; HaumoHanbHoe rematonoruyeckoe obuiectso. Mocksa, 2018. Tun: moHorpadwms, ISBN: 978-5-4465-1990-3, Yucno
cTpanuy;: 356.

KoHTaKTbI:

MWXANJIOBA HaTtanba bop1cosHa

IneKTpoHHas noyta: bmt.lymphoma@gmail.com

MOMNOBA MapuHa OnerosHa LbIFAHKOB MBaH Baagmumunposuy
JneKTpoHHasA noyTa: marina.popova.spb@gmail.com dneKkTpoHHas noyta: 10oc9999@mail.ru
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MHoecTBeHHaa muenoma (MM)

HecmoTpa Ha noaBaeHMe HOBbIX NpenapaToB Ana neveHna naumeHToB ¢ MM ayTo-TICK B KauyecTBe KOH-
COMMAALUN PEMUCCUM OCTAETCA CTaHAAPTOM Tepanuu NepBoi IMHUM ANA NauMeHTOB Mosioxe 65-70
NeT, OTBETUBLUMX HAa UHAYKLUMOHHYO Tepanuto. CTaHAAPTHbIM PEXKMMOM KOHAULMOHWPOBAHUA ABNAETCA
MCMOb30BaHME BbICKOA03HOMO MesidanaHa 200 mr/m?. [lob6asneHve 6opTesomnba B peXKMM KOHAMLMO-
HUPOBAHMA MO MEXAYHAPOAHbIM AAaHHbIM He y/yYliaeT pe3ynbTaTbl TPAHCN/IaHTaLMKM, U NOATBEPIKaeT-
CA AaHHbIMM Hawero LeHTpa. TaHaemHana ayTo-TICK MoKeT BbITb pacCMOTPEHA Y NaLMEHTOB BbICOKOTO
LMTOreHeTUYeCKOro PUCKa, NAaLMEHTOB, He JOCTUTLLIMX NOAHOro oTBEeTa nepes nepsoi ayto-TICK 1 nme-
IOLWMX JOCTaTOYHOE KONMYECTBO KPUOKOHCEPBUPOBaHHbIX CD34+ KneToK. CPOKM BbINOJHEHUA BTOPOW
ayTo-TICK 13 TaHaema — 6 mecaues nocne nepsoi ayto-TICK. Y naumeHToB, MMEIOLLMX NMOKa3aHWA K TaH-
AemHoil ayTo-TICK, HO ¢ HeAOCTAaTOYHbIM KOIMYECTBOM KPUOKOHCEpBUPOBaHHbIX CD34+ KNeToK, a Tak
YK€ NpW OTCYTCTBUM OTBETA Noc/e TaHAeMHOM ayTo-TICK, moxKeT 6bITb paccCMOTpeHa KOHCaIMAaLMoHHasn
Tepanusa. MoaaepKunBatoLLas Tepanusa Ha OCHOBE IeHaIMA0MUAA NPOBOAMUTCA BCEM NaLMEHTam B Teye-
HUWe ABYX NIeT nocsie nposBeaeHHoM ayTo-TICK. 1A nauMeHToB ¢ ANUTENbHOCTbIO pemuccu bonee 18 me-
cAueB nocse nepsoii ayTo-TICK, B cnyyae pa3sutua peuuamnsa 3abonesaHusa, BO3SMOXKHO nposBeaeHue
nosTopHoOW ayTo-TICK. OTnoXeHHan ayTo-TICK moxKeT 6bITb BbIMOSIHEHA NOC/IE BTOPOM IMHUW Tepanuu,
npv nNpoBeAeHUn He 6onee YeTbipex KypcoB NeHaNUAOMUACOAEPIKALLUX CXEM Tepanuu. AnnoreHHas
TICK sBnseTca TepaneBTUYECKON onuuein ANA NaumeHTOB MOAOLOrO BO3PACTa rPynnbl BbICOKOTO LU-
TOreHEeTUYEeCKoro pucka. TaHgemHas ayto/anno-TICK ¢ MCNoNb30BaHUEM PENKUMOB CHUMKEHHOMN UHTEH-
CUMBHOCTM M NOCTTPaHCN/IAaHTaUMOHHOIO LuKknodochammaa B Kauectse npodpunaktmkm PTMX nossonuna
YNYYWWTb Pe3ynbTaTbl BbIXKMBAEMOCTM AaHHOM rpynmnbl NALMEHTOB 3@ CYET CHUMKEHUA YacTOTbl paHHew
TpaHCNIaHTALMOHHOM IeTaNIbHOCTH, @ TaKKe Taxenbix dopm PTMX.

AyTtonorunyHas
TICK

MHoKecTBeHHasa
muenoma

MNepsasa nuHua
MayueHTbl HU3KOro
Y NDOMEIKYTOUHOO KnuHunyeckas KnnHunyeckas KnnHunyeckas
P T onumsa (I11) onuwsa (111) onuua (I11)
LMTOreHeTU4eCcKoro
pucka
MNepsasa AMHUA
MaumeHTbl Bbicokoro | KnuHuueckan KnnHunyeckas KnnHunyeckas
uutoreHetudeckoro | onuua (Il) onuus (I1) onuwua (I11)
pucka
KnnHnyeckas KnanHunyeckas KnanHunyeckas KnnHunyeckas
Bropas anHua
onuus (I1) onuus (I1) onuwusa (I11) onuwusa (I11)
Peunpus,
umaus/ KnnHunyeckas KnanHunyeckas KnanHunyeckas KnanHunyeckas
nporpeccuposanme onums (1) onuus (I1) onumsa (1) onuus (1)
nocne ayto-TFCK

KoHTaKTbI:
OAPCKAA EneHa UropesHa
dnekTpoHHas nouta: edarskaya@mail.ru

NMUPOTOBA Onbra BnagmcnasosHa MWXAMNOBA WUpuHa AHaTonbeBHa
dnekTpoHHas nouTa: dr.pirogova@gmail.com IneKkTpoHHan noyta: ffm93@mail.ru
NOPYHOBA BaneHTnHa BnagumunposHa MBAHOBA Mapua OnerosHa

JneKTPOHHas nouTa: porunovavv@gmail.com JN1eKTpoHHas noyTa: marilexo@yandex.ru



CuctemHbiv AL ammnnonpos

3ddekTnBHOCTb ayTo-TICK B NledeHun AL ammunongosa y 60/blUMHCTBA NALUMEHTOB AOKa3aHa BO MHO-
rMX LEeHTpax. ITOT MEeToZ Nle4YeHUA AEMOHCTPUPYET BbICOKYHO YAcTOTy remMaToNorMYeckux Pemmnccui,
OZHAKO TAXECTb MOPAXKEHWUA Pas/IUYHbIX OPraHoB B PamKax AaHHOW MaToONOrMKM He TO/MbKO onpege-
NAET BbIKMBAEMOCTb MaUMEHTOB, HO M 3HAYUTE/IbHO OrPaHUYMBAET TeparneBTUYECKME BO3MOMKHOCTY.
PUCK — afanTypoBaHHbI NOAXOA K BbIGOPY HEOBXOAMMOro pexkuma Tepanumn ABAAETCA 3a/10fOM CHU-
YKEHWUA paHHen CMepTHOCTU WU AOCTUNKEHWA YyBOKMX remaTonormyeckux oteetos. lposeaeHune ay-
TO-TICK moKeT BbITb PacCMOTPEHO Y MAaLMEHTOB M3 TPYNMbl KHU3KOTO PUCKa», COOTBETCTBYIOLIMX 06-
LLEeNPUHATBIM KpUTepuam KaHamuaatos ans TICK: ¢usmonormuecknin sBospact <70 net, TponoHwH T
<0,06 Hr/ma, uamn TponoHuH | <0.1 Hr/ma, NT-proBNP <5000 Hr/n, cucTonnyeckoe apTepuanbHoe 4as-
nexmne 290 MM PT.CT., KAMPEHC KpeaTuHMHa 230 ma/muH. 1,73 m?, ctatyc ECOG <2, MUHMMAanbHbIE NpK-
3HaKM cepaeyHolt HegocTatouHocT NYHA <II ¢ coxpaHHOM dpakumeit Bbibpoca, Hannuune He bonee AByx
BOB/IEYEHHbIX OPraHOB C TAXKE/IOW CTENeHbIo NopaXKeHus (NeyeHb, cepale, NoYKM UK HEePBHAA cUCTe-
Ma), oTcyTCTBME 06BEMHOrO NAEBPaASbHOMO BbINOTAa U 3aBUCUMOCTU OT KUC/IOPOAHOM Tepanuu. Bbiss-
nenue t(11;14) metogom FISH saBnseTtcs GakTopom MaoXoro nNporHo3a, 04HaKo BbinoiHeHue ayTto-TICK
MOBbILLAIOLLET HYACTOTY JOCTUNKEHUA NOJHLIX OTBETOB, YTO NPUBOAMT K yBE/IMYEHUIO BecnporpeccuBHom
1 obLweit BbiXKnBaemoctu [1]. MaumeHTbl MOryT HenocpeacTBeHHO NepenTn K Mobuansaumm cTBON0OBbIX
KNETOK M TpaHcniaHTauum 6e3 HeobXxoAMMOCTU MHAYKLMOHHOM Tepanumn B Cayvae, ecav oxupaemas
3a4eprKKa ayTo-TICK oT MOMeHTa NOCTaHOBKM AMarHo3a He NpeBbIlWaeT 4Ba MecALa, a TaK e OTCYTCTBY-
eT coyeTaHue AL amunonao3sa ¢ MHOXKECTBEHHOW MUEIOMOW U KOMYECTBO NIa3MaTUYECKUX KNeTOK B
muenorpamme He npesbiwaeT 10%.

AnnorexHyto TICK ¢ MCNoNb30BaHUEM PEXMMOB CO CHUMKEHHOW MHTEHCMBHOCTBIO MOMHO paccmMaTpu-
BaTb KaK BapuaHT Tepanuu Ans naumMeHToB MosioxKe 60-u N1eT ¢ peuuansBom nocne aytonornyHon TrcK,
nmetownx HLA coBmecTnmoro goHopa.

1. Bochtler T, Hegenbart U, Kunz C, Benner A, Kimmich C, Seckinger A, et al. Prognostic impact of cytogenetic aberra-
tions in AL amyloidosis patients after high-dose melphalan: a longterm follow-up study. Blood. 2016;128:594-602.

CuUcTeMHbIN AyTonoruyHas
AL amunomngos TrCK
Kanaupatbl ana KnuHunyeckasn KnuHnyeckan O6bl4HO He KnnHuyeckan
ayto-TKM onuus (I11) onuusa (I11) pekomergosaHo (I11) onuus (I1)

KoHTaKTbI:

OAPCKAA EneHa UropesHa

dnekTpoHHas nouta: edarskaya@mail.ru
MNPOTOBA Onbra BnagmucnasosHa
IneKTpoHHan nouTa: dr.pirogova@gmail.com
KYAALWEBA Onbra BukeHTbeBHa

dnekTpoHHas nouTta: olgakudajasheva@mail.ru
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MpuobpeTeHHaa annacTMyecKaa aHeMuA U NapokK-
cM3MasibHaA HOYHaA remornobunypua (AA v MNMHI)

AnnoreHHas TICK ABnseTcA CTaHAAPTOM /le4eHUAs NPUOBPETEHHOW TAXKENOM anaacTUYeckon aHeMun
(AA) 1 AA, npoTeKatowweln ¢ HaaMYMemM KAOHa NapoKCM3MasbHOW HOYHOM remornobuHypum (AA/MHT)
B KayecTBe nepBoi AnHMM (6e3 npeaecTsyroWweil UMMYHOCYNPECCUBHOW Tepanuu) nNpu Haauyum
POACTBEHHOIO MOMHOCTBIO COBMECTUMOTO [OHOPA Y NaLMeHTOB monoxe 35-40 neT v npu oTcyTCTBUM
cepbesHoi KomopbuaHoctn — B Bo3pacte 35-50 sieT. AnnoreHHas TICK OT XOpOLIO COBMECTUMOrO He-
POACTBEHHOIO [OHOPa MOXKET PacCMaTpuBaTbCA B MEPBOW AMHUM KaK KpaiiHe peako peanvsyemblii
CTaHAAPT Y AeTel U KAMHUYECKan Onuma y B3pOC/biX (MpY BO3MOXKHOCTM BbICTPOro MOMCKa U akTUBaLMK
[0HOPA) U ABNAETCA CTaHAAPTOM BTOPOW AMHUU Npu HeabdeKTMBHOCTU (pedpaKkTepHOCTb, peunans)
KOMBUHWPOBAHHOW MMMYHOCYNPECCUBHOM Tepanuu ¢ BKAOYeHWEM owaamHoro ATT 1 LMKAocnopuHa
Ay feTeii 1 B3pocabIX. JIYYLWUM KaHAMAATOM MOKET BbITb NaLMeHT B Bo3pacTte A0 30 NeT ¢ NPOAOKM-
TeNbHOCTbIO 3aboneBaHnAa MeHee 12 mecaueB. AnnoreHHaa TICK OT HECOBMECTUMOrO aNbTepHaTUBHOTO
[0HOpa He PeKOMEHAYETCA B KayecTsBe CTaHAapTa Tepanuu NepBOW IMHWU U ABNAETCA TepanesTuye-
CKOW onuuelt BTOPOM AMHUM NpU peuuanse namn pedpakTepHoCcTU K ctaHgapTHoi UCT y 6oabHbIX 40
20 neT nNpu OTCYTCTBUU POACTBEHHOIO U HEPOACTBEHHOMO COBMECTMMOTO AOHOPA. Y 6O/bHbIX C remo-
nutuyeckoit MHM (knaccnyeckana Gopma, B TOM Yncae ¢ TPOMBO3amMM U FrEMOUTUYECKUMU Kpr3amm)
W OTCYTCTBMEM NPU3HAKOB BbIPA*KEHHON KOCTHOMO3rOBOM HeA0CTaTOYHOCTU NPOBEAEHNE aNNoreHHOWM
TICK 06bI4HO He PEKOMEH0BAHO B CTPaHax € AOCTYNHOM Tepanuei MHIMBUTOPOM KoMMieMeHTa (3Ky-
NM3ymab) M MOXKeT paccMaTpuBaTbCA MPU Pa3BUTUM KpuTepues Taxeson AA unm tpaHchopmaumm B
M/C/OMJ.

MNpuobpeTteHHasn
TAXeNan annactu-
Yyeckas aHemMuA U
AA/NHI

AyTonoruyHasa
TICK

KnuHunyeckas
onuws (Il) (83pocnbie) | O6biuHo He

pekomeHgosaHo (I1)

BHoBb

He npumeHnmo
ANarHocTMpoBaHHaA £

Peungus/ KnnHunyeckas

He npumeHnmo
pedpakTepHOCTb onumsa (I1)
Femonutuueckas O6bI4HO He O6bI4HO He 06bI4HO He

He npumeHnumo

MNHr pekomeHgosaHo (Il) | pekomeHposaHo (Il) | pekomengosaHo (I1)

KoHTaKTbI:
KYNATWUH Anekcanap Omutpuesny
dnekTpoHHas nouTta: kulagingem@rambler.ru

B3pocnbie naymeHTbl [leth n noapoCTKn

CMWPHOBA AHHa leHHagbeBHa BbIKOBA TaTbsAiHa AnekcaHApoOBHa
dneKTpoHHas nouTta: drannasmirnova@gmail.com JneKTpoHHan nouTa: dr.bykova@mail.ru
FONNYBOBCKAA MpurHa KoHCTaHTMHOBHA OCHNOBA AHHa AnekceeBHa

dnekTpoHHas nouTta: dr.irinagolubovskaya@gmail.com IneKTpoHHan noyta: md.annarats@gmail.com



KOHCTUTYUUOHANbHbIE an1acTUYECKUEe aHeMUmn

AHemua ®aHKOHU

AnnoreHHasa TICK OT NOAHOCTbIO COBMECTUMOFO POACTBEHHOTO W/IM XOPOLLO COBMECTUMOrO Hepos-
CTBEHHOTO [0OHOpPa ABNAETCA €AUHCTBEHHbIM METOAOM BOCCTAaHOBNEHUA KPOBETBOPEHUA Yy BO/bHbIX
C aHemuet PaHKOHM M paccMaTPUBAETCA B KayecTBe CTaHAAPTa /IeYeHUA Npu PasBUTUM KpUTepues
TAXenon AA 1 TpaHchy3MOHHON 3aBucMMOCTM. ONTUManbHO NpoBeaeHue annoreHHow TICK B BO3-
pacte go 10 net. AnnoreHHaa TICK oT HECOBMECTMMOro anbTepHAaTUBHOIO AOHOPA paccmaTpuBaeTca
B KayecTBe K/JIMHUYECKOIN onuuu.

BporkAeHHbII guckepaTos

MokasaHuaMU ans annoreHHoit TKM OT poACTBEHHOIO NOJIHOCTBIO COBMECTMMOTO MM HEPOACTBEHHO-
ro [JOHOPa NpY BPOXAEHHOM AMCKepaTO3e ABNAETCA PasBuTHUE Kputepumes Taxenon AA. Mpu paccmo-
TPEHUM BO3MOMKHOCTM NPOBEAEHWA asnoreHHoin TICK npy BpOKAEHHOM AMCKEPaTo3e AO/KHbI Mpu-
HMMaTbCA BO BHUMaHWE PUCKM, CBA3AHHbIE C OPraHHbIMU MOPasKeHUAMM (nerodHbIn Gubpos, umppos,
nopaskeHue HKKT).

AHemusa bnekdpeHa-flaimoHaa
AnnoreHHasa TICK pekomeHayeTca y aeteli ¢ aHemuen bnekdeHa-[aimoHaa ¢ oTcyTCTBMEM OTBETA Ha
Tepanuio rOKOKOPTUKOCTEPOUAHBIMU FOPMOHAMM.

KoHctutyumo-
HanbHaA TAXenan
AAYy peteii n

B3POCAbIX

AyTonoruyHasa
TICK

KnnHunyeckas
AHemusa GaHKOHU He npymeHnmo
onuma (1)
BpoAeHHbIN KnavHuyeckas
He npumeHnmo
ANCKepaTos onums (I1)
AHemus bnekpeHa- KnnHunyeckas
" o He npumeHnmo
[aiimoHpa y aeteit onuusa (I1)

KoHTaKTbI:

KYNTATUH Anekcangp OmuTpuesuy
dneKkTpoHHan nouta: kulagingem@rambler.ru
JleT 1 noApoCcTKU

BEbIKOBA TatbaHa AnekcaHgpoBHa
dneKkTpoHHan nouta: dr.bykova@mail.ru
OCHNOBA AHHa AnekceeBHa

3neKTpoHHas noyta: md.annarats@gmail.com
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AyToMMMyHHble 3aboneBaHus

AyToMMMYHHble 3aboneBaHua (AM3) cocTaBnaloT ofHy M3 Haubosnee AUHAMMYHO Pa3BMBalOLLyOCA
rpynny naumMeHToB € NoKasaHuamm K TICK. MpenmyliectBeHHO paccmatpusaeTca aytonormyHas TICK B
KayecTBe KJMHUYECKO onummn npu Taxenbix AU3 ¢ pedpaKkTepHOCTbIO K CTaHAAPTHOM Tepanuu. [loKa-
3aTesibHan 6asa aytonornyHow TICK yBennumnsaeTca npy pacceaHHOM CKepo3e, CUCTEMHOM CKNepose,
6onesHn KpoHa v cucTemHol KpacHoi BonyaHke. AnnoreHHaa TICK npeumyLecTBeHHO M3ydaeTcs B
neAnaTpUYEcKoW NPaKTMKe, B YHaCTHOCTU Y NaLMEHTOB C pedpaKTepHON ayTOMMMYHHON LUTONEHNEN n
IOBEHWU/bHBIM MANONATUYECKMM apTPUTOM, a TaKXKe paccMaTpuBaeTca Ha MHAMBUAYAbHOWM OCHOBe AN1A
APYTVX peAKuX NoKasaHWUii, B TOM Yucne MOHOreHHbIx AU3 ¢ COOTBETCTBYIOLLLEW IKCNEPTHON oLeHKoM
KaK[0ro OTAEe/NbHOro cayyas.

B Poccun metog, TICK npu AU3 He BxoauT B Mporpammy rocyfapcTBeHHbIX rapaHTUii 6ecnnaTHOro oka-
3aHUA rpaxaaHam meauuMHCKON nomowm Ha 2019 rog v Ha naaHosbl nepuog 2020 n 2021 ropos.
B HacToALWMIN MOMEHT meTog, ayTonormyHon TFCK npoxoamT aTan KAMHMYecKon anpobauun npu pacce-
AHHOM cKnepose (PC).

AyTonoruyHasa
narHos
A TrCcK
PeunpausupyioLe-
pemuTTUpyioLee
Te4yeHue, BbICOKanA
aKTUBHOCTb,

0O6bI4HO He
pekomeHgoBaHo (I11)

O6bI4HO He
pekomeHgosaHo (I11)

MeTop,

OTCYTCTBME OTBETa
VT paspabarbisaerca (I11)

Ha npenaparsl,
n3meHsawWMe
pC | Teuenne paccesn-
HOro ckneposa

Mporpeccupyiowee
TeYeHMUe C aKTUB-
HbIM BOcnanutens- | Metopg, 0O6bl4HO He 0O6bl4HO He KnnHunyeckas
HbIM KOMMOHEH- paspabartbisaerca (Ill) | pekomengosaHo (Ill) | pekomeHgosaro (IIl) | onuma (11)
TOM, arpeccuBHbIi
BapuaHT
o Mertop, 0O6bluHO He O6bI4HO He
CUCTeMHbI CKNepo3
paspabartbisaercs (Ill) | pekomengosaHo (lll) | pekomengosato (I11)
CucTeMHasn KpacHas MeTop, 06bI4HO He O6bIuHO He KnunHunueckaa
BO/YaHKa paspabartbisaerca (Ill) | pekomerposaHo (Ill) | pekomeHgosaro (IIl) | onums (1)
MeTog, Mertopg, Mertog, KnnHunueckaa
b Hb KpoH
0/1€3Hb Rpoka paspabartbiBaercs (I1l) | paspabatbisaerca (Ill) | paspabatbisaerca (I1) | onuus (1)

npodoneHue Ha cnedyroueli cmpaHuye >>



AnarHos

AyTonornyHasa
TrcK

o Mertop, 06bI4HO He O6blYHO He KnuHunyeckasn
PeBmatouaHbIii apTpuUT
paspabartbisaerca (I1l) | pekomerposaHo (IIl) | pekomeHngosaHo (III) | onuws (1)
tOBEHUNbHDIN
- Knununyeckas KnuHunyeckaa KnuHunyeckan KnuHuyeckan
nanonaThueckun onums (I1) onuws (1) onuws (1) onuwus (I1)
apTput
MoHoreHHble
KnnHnyeckan KnanHunyeckas KnanHunyeckas O6bI4YHO He
ayronmmyHHble onuwms (I1) onuus (I1) onuwusa (I11) pekomeHgosaHo (Ill)
3a6onesaHuna
O6bl4HO He 0O6bI4HO He 0O6bI4HO He KnuHunyeckan
Backynutbl
pekomeHngosaHo (Ill) | pekomengosaHo (Ill) | pekomengosano (IIl) | onuusa (I1)
Monavmunosur- O6bl4YHO He 0O6bI4HO He O6bI4HO He KnuHunyeckan
A,EepMaToOMUO3UT pekomeHngosaHo (Ill) | pekomeHgosaHo (IIl) | pekomengosano (IIl) | onumsa (I1)
AyTOoMmMMyHHble KnnHnyeckas KnanHunyeckas KnanHunyeckas KnnHunyeckas
uuTONeHUn onuus (I1) onuus (I1) onuus (I1) onuus (I1)
MeTop, Mertopg, MeTopg, KnuHuyeckan
OonTukomunenut
paspabartbisaerca (I1l) | paspabatbisaetca (Ill) [ paspabatbisaetcs (Ill) | onuma (1)
XpoHuueckasn
KnnHunyeckas
BOCNanuTeNbHas O6bI4HO He 0O6bluHO He O6bl4HO He T
AeMUenuHU3npyowas pekomengosaHo (Il) | pekomengosaHo (Ill) | pekomeHgosaHo (Il u
nonuHeiponartusa
MwuacreHus Gravis,
o O6bI4HO He 0O6bluHO He O6bl4HO He KnuHunyeckan
CMHAPOM MbiLuedHoU ekomeHgosaHo (I11) ekomeHaosaHo (I11) ekomergosaHo (1) | onuus (I1)
CKOBaHHOCTN P A P A P A u
O6bI4HO He O6bI4YHO He O6bI4YHO He Mertop,
Auaber | Tuna
pekomeHgosaHo (Ill) | pekomengosato (Ill) | pekomeHgosaHo (IIl) | pa3pabatbisaertcs (I1)
PedpakrepHas O6bIYHO He 06bI4HO He 06bI4HO He KnuHuyeckas
uenunakus Il Tuna pekomergosaHo (Ill) | pekomengosaHo (Ill) | pekomeHgosaHo (IIl) | onumsa (I1)
MepsuyHble KanHnyeckas KnanHunyeckas KanHunyeckas
He npumenumo
MMMyHoaebULUTDI onuus (I1) onuus (I1) onuus (I1)
KoHTaKTbI:
KYNATWUH Anekcanap Omutpuesny
dnekTpoHHas nouTta: kulagingem@rambler.ru Hesponor

3AIAN0B KOpwit PeHaToBMY
INeKTpOoHHan nouTta: yz21@mail.ru

MONYLWWH Anekcelt lOpbesmy
JneKTpoHHan nouTa: alexpolushin@yandex.ru
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ConunpgHble onyxonum

B HacTtoswee Bpems pernctp EBMT BkatoyaeT okono 60000 TpaHCnAaHTaLMin reMonosTMYeckmx cTBo-
NOBbIX KNeToK y bonee, yem 42000 nauMeHTOB C CONUAHBIMU ONyxonsamu, npuyem 6onee 10000 TICK
BbINOMIHEHO 33 nocnegHue 5 net. C Apyroli CTOPOHbI, 3@ BO3MOXHbBIM UCK/IIOYEHUEM OTAE/bHbIX Na-
LMEHTOB C repMUHOreHHbIMK onyxonamu (F0), pakom monouHol xenesbl (PMXK), capkomoit HOuHra u
meaynnobnactomoit, TFCK, Kak NnpaBuo, He pekomeHayeTcs uav paspabatbiBaeTtcsa Ana 60nbWKHCTBA
noKasaHui Npu conugHbix onyxonax [1]. HecmoTpsa Ha obHaZeKMBaOLLYIO POb UMMYHONOTMYECKOTO
KOHTPO/IA NPOTUB HEKOTOPbIX CONMMUAHbBIX ONyxonei [2-4], TakMx Kak NOYeYHO-KNEeTOUHbIV pak U MeaHo-
Ma, pekomeHaauum no annoreHHon TICK, Kak 1 no Apyrum popmam KNeToYHOM Tepanum Npu CoNNaHbIX
onyxonsx [4-6], Bce eLe TpebyoT AaNbHENLWMX NPOCNEKTUBHBIX UCCNEA0BaHWUI, KOTOPbIE AOMKHbI CTAaTb
NpPYOPUTETOM AN MEAULMHCKOWM OHKonoruwm [5-8].

1. Sureda A, Bader P, Cesaro S, Dreger P, Duarte RF, Dufour C, et al. Indications for allo- and auto-SCT for haemato-
logical diseases, solid tumours and immune disorders: current practice in Europe, 2015. Bone Marrow Transplant.
2015;50:1037-56.

2. Barkholt L, Bregni M, Remberger M, Blaise D, Peccatori J, Massenkeil G, et al. Allogeneic haematopoietic stem cell
transplantation for metastatic renal carcinoma in Europe. Ann Oncol. 2006;17:1134-40.

3. Carnevale-Schianca F, Cignetti A, Capaldi A, Vitaggio K, Vallario A, Ricchiardi A, et al. Allogeneic nonmyeloablative
hematopoietic cell transplantation in metastatic colon cancer: tumor-specific T cells directed to a tumor-associated
antigen are generated in vivo during GVHD. Blood. 2006;107:3795-803.

4. Dudley ME, Yang JC, Sherry R, Hughes MS, Royal R, Kammula U, et al. Adoptive cell therapy for patients with
metastatic melanoma: evaluation of intensive mieloablative chemoradiation preparative regimens. J Clin Oncol.
2008;26:5233-9.

5. Robbins PF, Morgan RA, Feldman SA, Yang JC, Sherry RM. Dudley ME, et al. Tumor regression in patients with
metastatic synovial cell sarcoma and melanoma using genetically engineered lymphocytes reactive with NY-ESO-1.
J Clin Oncol. 2011;29:917-24.

6. Comoli P, Pedrazzoli P, Maccario R, Basso S, Carminati O, Labirio M, et al. Cell therapy of stage IV nasopharyngeal
carcinoma with autologous EBV-targeted cytotoxic T-lymphocytes. J Clin Oncol. 2005;23:8942-9.

7. Demirer T, Barkholt L, Blaise D, Pedrazzoli P, Aglietta M, Carella AM, et al. Transplantation of allogeneic
hematopoietic stem cells: an emerging treatment modality for solid tumors. Nat Clin Pract Oncol. 2008;5:256-67.
8. Bregni M, Badoglio M, Pedrazzoli P, Lanza F. Is allogeneic transplant for solid tumors still alive? Bone Marrow
Transplant. 2016;51:751-2.

AyTonornyHas

AnarHos TrcK

HER2-nerarme- KnuHnyeckasn
HbIVi C BOB/IE- O6bl4HO He O6bI4HO He 0O6bI4HO He
onuwus (I1)
yeHuem nogmbl- | pekomeHgosaHo (Ill) | pekomeHgosao (IIl) | pekomengosaHo (111)
LWeYHbIX Y3108
PMX ”
eTo4,
M -
e'rac:ram MeTop, Mertopg, O6bIYHO He pa3pabarbiBaetcs/

YecKuit, XuMmmno-

. | paspabatbisaetca (Il) | paspabatbisaetca (Il) | pekomengosaHo (IIl) | KnauHuueckas
YYBCTBUTENbHbIN onuwa (1)

npodoneHue Ha cnedyroueli cmpaHuye >>



AwnarHo3

Bropas nuHus,

O6bI4HO He

O6bl4HO He

O6bI4HO He

AyTonornyHas
TrcK

KnnHunyeckas

NIerkoro, orpaHUYEeHHbIN

pekomeHgosaHo (I11)

pekomeHgosaHo (I11)

BbICOKMIA PUCK pekomeHgosaHo (lIl) | pekomengosaHo (lll) | pekomengosato (IIl) | onuma (11)
ro MNepBuyHan ped-

PaKTepHoCTb, O6bI4HO He 0O6blYHO He 0O6bI4HO He

2 n 6onee peun- | pekomeHgosaHo (Ill) | pekomeHgosaHo (IIl) | pekomeHaosaHo (I11)

AVBbI
P )

ax auufm(a MeTop, 0O6blYHO He 06bl4HO He O6bIYHO He

BbICOKMiM puck/ a3pabarbisaerca (I1l) | pekomengosaHo (I11) ekomeHaosaHo (I11) ekomeHaoBaHo (1)
peunanBMpyroLMi pasp p A p A P! u
Meaynno6nactoma, O6bI4HO He 0O6bl4HO He 0O6bI4HO He KnuHuyeckas
nocne o?epauuu, pekomeHaoBaHo (Ill) | pekomeHposaHo (IIl) | pekomengosaHo (1I1) | onums (111)
BbICOKMI PUCK
Me/IKOKNeTouHbI pak O6bIYHO He 06bI4HO He O6bIYHO He Merop,

pekomeHgosaHo (I11)

paspabatbisaetca (I11)|

CapKombl

P " MeTog, 0O6bI4HO He 0O6bI4HO He O6bI4YHO He
MArKAX TKAHEN, aspabatbisaetca (Il) | pekomengosaHo (Ill) | pekomengosaHo (Ill) | pekomengosaHo (I1)
meTacratuyeckue pasp P A p 4 P! it
CapKombli

P . MeTop, 0O6blYHO He 0O6bI4HO He O6bI4HO He
MATKX THAHEH, a3pabatbisaerca (I1l) | pekomengosaHo (I11) ekomeHgosaHo (I11) ekomeHA08aHo (1)
meTactaTuyeckue pasp P A p it p! Jit

Capkoma HOuHra, mectHO

LMTOKUH-pedpaKTepHbIit

paspabatbisaetca (I1)

paspabatbiaetca (11)

pacnpoctpaHeHHas/ MerTog, O6bI4HO He O6bIYHO He KnnHnyeckan
meTacTaTuyeckas, paspabartbisaerca (Ill) | pekomengosaHo (Ill) | pekomeHgosao (II) | onuwsa (II1)
XMMMWOUYBCTBUTE/IbHAA
Pak no4ykun

! o MeTop, MeTopg, 0O6bI4HO He O6blyHO He
MeTacTaTUYecKuid,

pekomeHzoBaHo (I11)

peromeHgosaHo (I1l)

Pak nogKenyaouHoii
enesbl, NPOABUHYTbIE
cragun

Mertopg,
paspabarbisaerca (I11)

O6bl4HO He
pekomeHgosaHo (I11)

O6bI4HO He
pekomeHgosaHo (I11)

O6bI4YHO He
pekomeHgosaHo (Ill)

KonopekrtanbHblii pak,
meTacTaTMyeckuii

Mertop,
paspabarbisaerca (I11)

O6bl4HO He
pekomeHgosaHo (I11)

O6bI4HO He
pekomeHgosaHo (I11)

O6bI4HO He
pekomeHgosaHo (IIl)

KoHTaKTbI:

MWXAWM/IOBA HaTanba bopucosHa
IneKTpoHHas noyta: bmt.lymphoma@gmail.com
KOPOJTEHKO Bnagucnas Onerosuy

dnekTpoHHas nouta: korolenko-vi@rambler.ru
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NOKA3AHUA K TPAHCM/IAHTALUN Y OETEN
M NoaPOCTKOB CTEMATO/NIOTMYECKUMU U
OHKOJIOTMYECKUMU 3ABONTEBAHUAMMU

Octpbit mnenobnactHbin neitkos (OMJ1) y peteit
M NOAPOCTKOB

B otanume ot B3pocabix y aeTteit ¢ OMJ1 HU3KOro pucka nposeaeHue anno-TICK B nepsoi pemuccum He
NOKa3aHo, Tak KaK 60/ibluan YacTb NAaLMEHTOB MOMKET BbITb M3/IeYeHa NOC/IE NPOBEAEHUA CTaHAAPTHOWM
NpPoOrpaMmmHon noanxmmuotepanun. B cnyyuae OMJ1 Bbicokoro pucka anno-TFCK gonkHa paccmatpu-
BaTbCA B NMepBOM pemuccuun. Bo BTopoit n nocneayowmx pemmccnax OMJ/1 anno-TICK agnsetca cTaH-
[APTOM, B TOM YMC/Ie 3TO KacaeTca UCMNONb30BaHMA albTEPHATUBHOIO AOHOpa. PasaeneHve Ha rpynnbl
pUCKa y fleTeil OCHOBbIBAETCA HA TeX XKe MPUHLMNAX, YTO U Y B3POC/bIX; B OCHOBE nexaT FAB-knaccudu-
Kauua, MONEKYNAPHO-BMONOTMYECKUE U LUTOTEHETUYECKME MAPKEPDI, @ TAKKE OTBET HA UHAYKLMOHHYIO
Tepanuto. Ayto-TICK npu OMJ1 MOXKET paccMaTpUBATLCA B KaUeCTBE TEPANEBTUYECKOW OMLMM, XOTA PO/b
ee HeBenuka.

AyTonoruyHasa

OM/N y peten TrcK

ne1
(cTangapTHbI pUCK)
neP1
(npomesKyTOuUHbII
PUCK)
ne1
(BbICOKMIA pUCK)

O6bI4HO He 0O6bluHO He
pekomeHgosaHo (Ill) | pekomeHgosaHo (I1)

O6bI4HO He O6bI4HO He
pekomeHgosaHo (Il) | pekomeHgosaHo (I1)

Knununyeckan 06bI4HO He
onuma (I1) pekomeHgosaHo (I1)

KnuHuyeckan 0O6bluHO He
onums (I1) pekomeHgoBaHo (I1)

O6bIuHO HE
pekomeHgosaHo (1)

KnuHuyeckan 06bluHO He
onuma (I1) pekomeHgoBaHo (I1)

KnuHunyeckas
onuums (I1)

KoHTaKTbI:

3YBAPOBCKAA Miogmnna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
CEMEHOBA EneHa BnagumuposHa
IneKTpoHHas noyta: alena-semenova@ya.ru
MAWUHA Oneca BnagumumpoBHa

DNEeKTPOHHanA noyta: paina@mail.ru



Octpbiit numdobnactHbiv nenkos (ON11) y petei
W NOAPOCTKOB

TpaHcnAaHTauMoOHHasA TakTUKa y geTeit ¢ OJ1/1, B Lenom, aHanormyHa Takosoi npu OMJ1. B nepsoit pe-
MWCCUM B ClyYae HU3KOTro pucka anno-TICK He nokasaHa, a B C/ly4ae BbICOKOrO pUCKa ABNAETCA CTaHAAp-
TOoM. Y feTelt BO BTOPOW M NOCNEAYIOLMX PEMUCCUAX NOKasaHo nposegeHue anno-TICK, B Tom yncne
OT anbTepHaTUBHOro AoHopa. Ayto-TICK npu OJ1/1 y aetel, B LeNOM, He pekomeHAoBaHO. B ocHoBe
KnaccubmKaLmMm Ha rpynnbl PUCKA SIeXKaT BO3PACT, KAMHUYECKUE NPoABAeHNA (YPOBEHb N1eMKOLUTOB, Ha-
JIMYMe SKCTPaHOAAbHBIX NPOABNEHUIA), AaHHbIE UMMYHODEHOTUNMPOBAHUA, LUTOTEHETUYECKME U MO-
NERYNAPHO-BMONOrMYECKME MAPKepbl, OTBET Ha MHAYKUMOHHYO Tepanuto, MOB. B pa3HbIx npoToKkonax
Nle4eHUA NoAXoAbl K pasAesieHNIo Ha rpynMbl PUCKa HECKO/IbKO OT/IMYAIOTCA, HO OHU BCerAa OCHOBaHbI
Ha BblLUeYKa3aHHbIX MPUHLMMNNAbHbIX XapaKTepPUCTUKaX.

AyTonormyHas
TICK

ONNy petei

neP1
(cTanaapTHbLIN U

MPOMEKYTOUHbIN
PUCK)

O6bI4HO He 0O6bI4YHO He
pekomeHgosaHo (Ill) | pekomengosaHo (I1)

O6bI4HO He
pekomeHgosaHo (1)

O6bI4HO He
pekomeHgosaHo (1)

ne1i KnuHuyeckan 06bluHO He
(BbICOKMIA pUCK) onuws (I1) pekomeHzgosaHo (1)
KnnHunyeckas O6bI4HO He
onuus (I1) pekomeHgosaHo (1)
KnuHunyeckan 06bluHO He
onuwus (1) pekomeHgosaHo (1)

KoHTaKTbI:

3YBAPOBCKAA NMiogmnna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
CEMEHOBA EneHa BnagumuposHa
IneKTpoHHas noyta: alena-semenova@ya.ru
MAWUHA Oneca BnagumumpoBHa

DNeKTPOHHasA noyta: paina@mail.ru
MAPKOBA WHHa BukTopoBHa

dneKTpoHHan noyta: markov.i@mail.ru
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XpoHuueckunit mmenoneikos (XM/1) y pereu n
NOAPOCTKOB

HecmoTps Ha To, 4To anno-TICK ABnfeTcA eANHCTBEHHBIM METOA0M, CNOCOBHbBIM NONHOCTLIO U3N1EYUTD
nayuneHTos ¢ XMJ1, noasneHve MHIM6UTOPoB UTK 3HAUUTENbHO CHM3WAO ponb anno-TICK B Tepanuu.
3TO CBA3AHO C BbICOKOW 3G PEKTUBHOCTBIO M OTHOCUTEIbHO HU3KOW TOKCUYHOCTbBIO AaHHbIX MPenapaTos,
B TO BPEMSA KaK PUCK MOCTTPAHCNNAHTALMOHHOM NeTabHOCTM OCTaeTca 3HaYMMbIM. B cBA3M ¢ peaKo-
cTbto XMJ1 'y feTeit Npy NPUHATAM pelleHns O TaKTUKe BeAeHUA JaHHOM rpynnbl NauueHToB B neaua-
TPWM OPUEHTUPYIOTCA 1aBHbIM 06PA30M Ha OMbIT B3POC/IbIX, FAe YKe pa3paboTaHbl YeTKME peKoMeHAa-
LK, HO B TO Ke BPEMA Y4UTbIBAOTCA M 0COBEHHOCTM AETCKOro Bo3pacTa. Tak U3BECTHO, YTO A/IMTENbHbI
npuem UTK okasbIBaeT BAMAHKWE Ha pocT pebeHKa, 0cOBEHHO BO BpeMaA Tepanuu A0 nepuosa noiosoro
co3peBaHua. Ucnonb3osaHue anno-TICK A0MKHO paccmMaTpuBaTbCA y ATl B TPETbeW IMHWUM Tepanuu,
npu HeadbdekTuBHoCcTM UTK MAM Npu HaAMumMM 3HAYUMBbIX OCNOXKHEHUI UTK, a TakKe y nauueHToB B
dase akcenepaumm uam 6a1acTHOro Kpusa.

AyTtonoruyHas
TICK

XMNy peten

1-aa X® npu
HeadpPpeKTUBHOCTU
WUTK 2-0i1 n 3-eit

NIMHUU

O6bI4HO He O6bl4HO He
pekomeHgosaHo (Ill) | pekomeHgosaHo (1)

O6bI4HO He
pekomeHgosaHo (1)

O6bI4HO He
pekomeHgosaHo (1)

KnuHuyeckan 06bI4HO He

>
22 X®, A®, BK onuus (I1) pexkomeHgosaHo (1)

KoHTaKTbI:

3YBAPOBCKAA NMiogmuna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
OCHNOBA AHHa AnekceeBHa

3neKTpoHHas noyta: md.annarats@gmail.com
MOPO3O0BA EneHa BnagncnasoBHa
dneKTpoHHan noyta: dr_morozova@mail.ru



Muenogucnnactuueckum cuigpom (MAC) n
HOBEHWU/IbHbIA MNE/IOMOHOLUTAPHbIN 1eKOo3
(OMMN) y peteir U NOAPOCTKOB

B AeTcKolM NpaKTUKe MUENoAMCNNACTUYECKMIA CUHAPOM ABNAETCA PEAKMM OHKOremMaTon0rMyeckum
3abonesaHnem (<5%). B otamnume ot B3pocabix MAC y AeTelt 4acTo accoLMMPOBaH C reHeTUYeCKUmu
cuHgpomamu (GATA2 u ap.). B page cnydaes MAC y peteli passuBaetca Ha GOHe HacNeACcTBEHHbIX 3a-
6oneBaHwuii, Hanpumep, AHemmna PaHKOHM, TANKENOW BPOXKAEHHOW HelTponeHuu, HelipodrubpomaTtos
| TMna. EAMHCTBEHHBIM METOLOM TEpanuu, KOTopbli CNocobeH NPUBE3TU K NOIHOMY BbI3A0POBAEHUIO
OT fAaHHOro 3aboneBaHua, aBnsetca annoreHHaa TICK. C yyeTom Bo3pacTa, xapaktepa 3abonesaHuna u
NPOrHO3MPyeMOW NPOLAOIKUTENBHOCTBIO KMU3HM AeTam ¢ MC pekomeHA0BaHO nposeaeHue anno-TICK
OT POACTBEHHOIO, HEPOACTBEHHOTO UM aNbTEPHATUBHOIO AOHOPA. ITOT NOAXOJ, HECKO/IbKO OTINYaeT-
CA OT TaKTUKM BeAeHWA B3POC/bIX (0COBEHHOrO NOXMAOro BO3pacTa), y KOTOpbIX HepeaKo npuberatot
K NannnaTMBHOM MM cMMNTOMaTUYecKoi Tepanuu. LOMMI 0bbl4HO BCTpeyaeTca y AeTeit maajluero
BO3pacTa M OTHOCUTCA K rpynne 3abonesaHuii, obnasatowmx Yeptamu kak MAC, Tak u muenonponude-
paTuBHbIX 3abonesaHuit. Anno-TICK aBnfeTca eAUMHCTBEHHBIM PaAMKaibHbIM cnocobom Tepanuu AaH-
Horo 3abonesaHuA. Mpu NOCTaHOBKE AAHHOrO AMarHo3a NauMeHTy NokasaHo nposeaeHune anno-TrCK c
MCMONb30BaHWEM POACTBEHHOMO, HEPOACTBEHHOIO UM anbTepPHATUBHOTO AoHopa. Ayto-TICK npu MAC
1 FOMMI/1 He nokasaHo.

MAC m IOMMAN AyTonoruyHas
y Aete TICK
KnuHuueckas 0O6bI4HO He
MAC v IOMMA onuua (I11) pekomeHgoBaHo (I11)
KoHTaKTbI:

3YBAPOBCKAA NMiogmuna CrenaHoBHa
IneKTpoHHan nouTta: zubarovskaya_ls@mail.ru
OCHNOBA AHHa AnekceeBHa

IneKTpoHHan noyta: md.annarats@gmail.com
MAWUHA Oneca BnagumumpoBHa

JNeKTpoHHasA noyTa: paina@mail.ru

129



130

HexoaXXKuHckne ammeombl (HX1) y aetei
W NOAPOCTKOB

HexopgkkuHckune numdombl (HX1) npeactasaatoT coboit reteporeHHyto rpynny 3abonesaHuin. Y geten
Yauwe Bcero BcTpevatotca Bcero 5 tunos HXJ/1 (niumdoma bepkutta, guddysHaa B-KpynHoKieTouHas
MmpomMa, nepsBuYHaA MefMacTUHaNbHaA B-KpynHOK/NETOYHas MMboMa, aHannacTUyeckas KpymnHo-
KneToyHas numoboma u aumdobnactHas numeboma(/1/1)). B uenom, npu neyeHum nepsbix YeTbipex U3
BbIleyNnoMAHYTbIX noaTnnos HXJ/1 Mcnonb3ytoTcA OAMHAKOBbIE NOAXOAbl B Tepanuun, a nNpu nevyeHunn
JIN — npuHumnobl Tepanuu OJ11. Bce 3T0 no3sonseT 06beguHUTb pekomeHgauumn no TFCK y aetelt ana
Bcex HXJ1. B cnyyae nepsoit nonHok pemuccum nposegeHue TICK He NOKa3aHo, 338 UCKOYEHWeM naum-
€HTOB BbICOKOI IPynmbl PUCKa (OTCYTCTBME af,eKBAaTHOrO OTBETA Ha Tepanuio NepBoi SIMHWUK, Hanu4me
MONEKYNAPHO-BMONOTMYECKUX U LIUTOFEHETUYECKUX HEBNAronpUATHBIX MapKepoB); B 3TOM C/lyyae pac-
cMaTpmBaTbeA Kak anno-TFCK (numdobnactHaa numdboma), Tak u ayto-TICK (ocTanbHblie Buabl HX/).
Y naumeHTOoB ¢ J/1/1 BO BTOPOI peMUCCUM CTaHAAPTOM ABAAETCA NnpoBeaeHue anno-TICK, npu 3Tom UcTou-
HUKOM TPaHCMAaHTaTa MOXKET ObITb B TOM YMC/Ie aNbTepHATUBHbBIN AOHOP. Y AeTel ¢ ApyrMmu Tunamu
HXJ1 Bo BTOpOI1 pemuccumn 06bl4HO NposoamTca ayTo-TICK; anno-TICK yauie Bcero paccmatpusaeTcsa y
NauMeHToB C peumansom nocne ayto-TICK.

AyTtonoruyHas

HXNy peten TreK

o O6bI4HO He O6bI4HO He O6bI4HO He O6bI4YHO He
NP1 (HU3KwMiA)
pekomeHgosaHo (I1) | pekomenposaHo (Il) | pekomengosato (lIl) | pekomeHzosaHo (I1)
o KnuHunyeckan KnuHunyeckan KnuHunyeckan Knununyeckaa
NP1 (BbICOKMIT pUCK)
onuwms (I1) onuwus (I1) onuus (1) onuws (I1)

KnanHunyeckas KnanHunyeckas

nez onuus (I1) onuus (I1)

KoHTaKTbI:

MWXAWM/IOBA HaTanba BopucosHa
IneKTpoHHas noyta: bmt.lymphoma@gmail.com
KO3/10B AHapeii Bagumosuy

dnekTpoHHas nouta: kozlovandrew@list.ru



Numdoma XopKkKkuHa (/1X) y aeteir u noapoCTKOB

Numdoma XoakkuHa (/1X) ansetca o4HMM U3 Hanbosiee YacTo BCTPeUatoLLMX OHKONOTMYeckux 3abone-
BaHWIA y NOAPOCTKOB. B nepBoii pemuccun nposeaeHune TICK He nokasaHo. OgHaKo B ciyyae JoCTUKe-
HUWA NepBOI pemuccun y naumneHTa ¢ pedpaktepHbiMm TeyeHuem JIX nposeaeHune ayto-TICK cuntaetcs
HeobxoaumbiM. B cnyyae pa3sutua peuuamnsa JIX u npu JOCTUNKEHUM 2-0 pemuccun ayTo-TICK ocTaet-
€A 30/10TbIM cTaHAAPTOM. Anno-TICK TaKKe MOXKET pacCMaTpMBATLCA Y MALMEHTOB C PELMANBUPYIOLLMM
1 pedpakTepHbiMm TeueHnem JIX (B cnydae peuunamsa nocne ayto-TrCK).

AyTtonoruyHas
TICK

NXy peteit

ne1i

O6bI4HO He

O6bI4HO He

O6bI4HO He

pekomengosaHo (1) | pekomenposaHo (Il) | pekomengosato (I1l)
1-3 peunams, NP2 KnuHunyeckan KnuHunyeckan KnuHunyeckan
peuvaus, onuwms (I1) onuus (1) onuws (I11)

KoHTaKTbI:

3YBAPOBCKAA Miogmnna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
KO3/10B AHapeii Bagumosuny

dneKTpoHHas nouta: kozlovandrew@list.ru

MWXAWM/IOBA HaTanba BopucosHa
3neKTpoHHas noyta: bmt.lymphoma@gmail.com

O6bI4YHO He
pexkomeHgosaHo (1)
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lfepMUHOreHHble ONyX0aKu y AeTel U NOAPOCTKOB

Kak npaBuno, y NauMeHTOB C repMUHOMEHHbIMU OMYXONAMU MOXKHO A0O6UTHCA XOPOLLMX Pe3y/IbTaToB NPy
MCMO/b30BaHUU CTAHAAPTHLIX CXeM Tepanuu. BbiCOKOA03HaA KOHCONMAALMA MOXKET paccMaTpuBaTbCs
y NauMeHTOB rPynmnbl BbICOKOTrO pucKa. K rpynne nauveHTos ¢ nepudepuyeckummn repMmmHOreHHbIMM
OMNYXONAMM BbICOKOTO PUCKa OTHOCATCA AETU C NEePBUYHO-PE3UCTEHTHBIMU GOPMaMU UNN PE3UCTEHT-
HbIM peunanMBom 3aboneBaHunsA, a TaKKe Te NauueHTbl, Y KOTOPbIX He yAanocb A0bUTbCA afeKBaTHOrO
NIOKaNbHOTO KOHTPONA. Y AeTelt € LeHTPasbHbIMU FepMUHOreHHbIMK onyxonamu ayTo-TICK ncnonbay-
€TCA NPWU HeA0CTaTOYHOM OTBETE Ha MHAYKLMOHHYIO Tepanuio, a TaKKe Y NaLMeHTOB C XMMUOYYBCTBU-
TeNbHbIM peunamBom 3abonesaHna. OnucaHbl eAMHUYHbIE Cly4an UCMOb30BaHMA annoreHHol TICK
Y MauMEeHTOB C rePMUHOTEHHbIMM OMNYXONAMM (B BONBLIMHCTBE CNYYAEB MPW HEMPUNKWUBAEHUW Moc/e
ayTo-TICK). Tem He meHee, MoKa HeT JaHHbIX O NPeVMYLLECTBE 3TOro Noaxo4a nepes ayto-TICK.

fepMuHOreHHble AyTtonoruyHas

onyxonu TICK

lfepMmuUHOreHHble KnnHnyeckas KnanHunyeckas KanHunyeckas KnanHunyeckas

onyxonu onuus (I1) onuums (I1) onuus (I1) onuus (I1)
KoHTaKTbI:

3YBAPOBCKAA NMiogmuna CrenaHoBHa
IneKTpoHHan nouTta: zubarovskaya_ls@mail.ru
MWXAWM/IOBA HaTanba bopucosHa
IneKTpoHHas nouta: bmt.lymphoma@gmail.com
MOPO3O0BA EneHa BnagncnasoBHa
dnekTpoHHas noyta: dr_morozova@mail.ru
FEBOPIAH Acmuk puropbesHa
IneKTpoHHan nouta: asmikgevorgian@gmail.com
KA3AHLEB Wnba Buktoposuny

132 dnekTpoHHas nouTa: llya_Kazantsev@inbox.ru



Onyxonu cemeiictBa capkombl FOuHra (OCCHO)
Yy AeTeil U NOAPOCTKOB

OcHOBHOe MoKasaHue ans BbinofHeHna ayToTICK y nepBuyHbIX NnauneHTos ¢ OCCHO — oTcyTcTBME BO3-
MOMHOCTWU a[lEeKBAaTHOTO /IOKaNbHOrO KOHTPONA ONyXonu (ocesas SIOKaNM3aLMA NEPBUYHON ONyXonu,
60/bLWIOI 06beM MEPBUMYHOrO oOvara), AOMNOJHUTE/bHBIM MOKa3aHMemM MOKeT DObiTb HefoCTaTouYHasA
cTeneHb 1eKapcTBeHHOro natomopdosa nocne UHAYKLMOHHOM XxumuoTepanuu. Kpome Toro, ayto-TICK
BbINO/IHAETCA Ha 3Tane KOHCOMMAALMMN NPU NEePBUYHO-AUCCEMUHMPOBAHHbBIX popmax 3abonesaHuna 3a
WCK/IlOYEHMEM NaALMEHTOB C M30/IMPOBAHHbIM MOpaXKeHnem nerkux. Mpu OOCTUXKEHUM afeKBaTHOro
NIOKaNIbHOTO KOHTPOAA Y 3TUX NaLMEHTOB METOAOM BblbOpa CUMTAeTcA TOTaAbHOE 06/yYeHUe NErkux.
Y NauMeHTOB C MHOMEeCTBEHHbIMWU MeTacTazaMM B KOCTU U MOpakeHWem KOCTHOro mosra ayto-TICK
MOXEeT paccMaTpMBaTbCA B KayecTBe MeToda KoHconnaauun. Tem He meHee, faxke nocae nposeaeHus
ayTo-TICK nporHo3 octaetcs HebnaronpuaTHbiM. AyTo-TITCK MOXeT MCnonb30BaThCA Npu peuuamnse 3a-
6oneBaHWA, 0COBEHHO NPY XOPOLLEM OTBETE Ha TEPANUIO Y NALMEHTOB C OTAE/IbHbIMU METaCTaTUYEeCKM-
MW o4Yaramu, paHee He nonyyaswmx BAMNXT ¢ ayto-TICK. Bo3moxHOCTb NpoBeaeHuA anno-TICK moxket
paccmaTpumBaTbCA Y NALMEHTOB C AUCCEMUHMPOBAHHBIM peuuamMBom 3abonesaHus. Tem He meHee, pe-
TPOCNEKTUBHbIV aHa/U3 He NPOAEMOHCTPUPOBAN MPEUMYLLECTBA METOAA NO CPABHEHUIO CO CTaHAAPT-
HbIMW MeToAaMM Tepanuu.

Capkoma
OuHra

AyTtonoruyHas
TICK

Capkoma HOwuHra
(BbICOKMIA pUCK nAn
>MP1)

Mertoz,
paspabatbiaetca (I1)

MeTog,
paspabatbisaetca (I11)

Mertoz,
paspabatbisaercs (I11)

KoHTaKTbI:

3YBAPOBCKAA Miogmuna CrenaHoBHa
INeKTpoHHan nouTta: zubarovskaya_ls@mail.ru
NYHAHOB tOpwuit AnekcaHaposuy

JNeKTPOHHasA noyTa: punanovyu55@yandex.ru
FEBOPIAH Acmuk puropbesHa

IneKTpoHHan nouta: asmikgevorgian@gmail.com
FOXTA TaTbAHa BanepbeBHa

IneKTpoHHan nouTa: tania.juh@gmail.com
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MArkoTkaHHble CapKombl

B pamkax paHAOMM3MPOBAHHbIX UCCNEL0BaHUI He NPOAEMOHCTPMPOBAHO NpeumyllecTBa ayTo-TICK
nepea, nNoAAepK1BatoLLeit Tepanmeit y naumMeHToB ¢ NepBUYHO-AUCCEMUHUPOBAHHBIMU UK Heonepa-
6eNbHbIMU 10KANN30BaHHbIMKU GOPMaMK MATKOTKAHHbIX Capkom. B HacToslee Bpems 3TOT MeTos, He
BXOAMT B CTAHAAPT Tepanum U MOXKeT PacCMaTpUBaTbCA TObKO B OTAENbHbIX CAYYasaX Ha WHAWUBUAY-
anbHol ocHoBe. CyLiecTByeT orpaHUyeHHbI OnbIT NpUMeHeHus anno-TICK y naumeHToB ¢ peunanBom
3abonesaHus. XoTa y NaLMEHTOB C OCTAaTOYHbIMM O4aramu nopaxkeHus HabaAaNNCh TONbKO KpaTKo-
CPOYHble OTBETbI, BO3MOXHO, YTO MUCNONb30BaHUe anno-TICK No3BONUT KOHTPO/IMPOBATb MUHUMAb-
HYIO OCTaTOuHYI0 60/1€3Hb.

AyTtonoruyHas
TICK

MArkoTKaHHble
CapKoMbl

MaArkoTkaHHble
CapKOMbl (BbICOKMI1
pucKk unm > NP1)

MeTog, Metog, Mertog, KnuHunyeckas
paspabarbisaetcs (Il) | paspabatbiaercs (Il) | paspabatbisaercs (Il) [ onuma (I1)

KoHTaKTbI:

3YBAPOBCKAA Miogmuna CrenaHoBHa
3neKTpoHHas noyta: zubarovskaya_ls@mail.ru
NYHAHOB tOpwuit AnekcaHaposuy

3N1eKTPOHHaA NoyTa: punanovyu55@yandex.ru
FEBOPIAH Acmuk puropbesHa

dneKTpoHHan noyta: asmikgevorgian@gmail.com
KA3AHLEB Wnba Buktoposuny

dneKkTpoHHan noyta: llya_Kazantsev@inbox.ru



Helpobnacroma

AyTo-TICK BXOAMT B CTaHAAPT Tepanuu y NauMeHToB ¢ Helipo61acTOMOM rpynmbl BbICOKOTO pucKa (na-
LMeHTbl cTapwe 12 mecaues ¢ 4 ctagueit 3abonesaHus, Bce nauyueHTtbl ¢ amnandukaumein MYCN).
Anno-TICK He BXOAMWT B CTaHAAPT Tepanuun NepBUYHbIX NauueHToB. MNpenmyliectso anno-TrCK ot co-
BMECTMMOro POACTBEHHOro AoHopa nepes ayTo-TICK B nepBoli IMHUM Tepanuu He foKa3aHo, B 60b-
LUMHCTBE C/ly4aeB 3TOT METOZ, UCMOb3YETCA NPU HENPUNKMBAEHUK nocne ayTo-TICK.

AyTo-TICK npumeHsaeTca y NaLMeHToB ¢ peLanBoM 3abonesaHns, paHee Noay4asLMX NevyeHne no npo-
TOKOANY ANA NALMEHTOB HU3KOTO UK CpefHero pucka. Mpu JOCTUNKEHUM XOPOLLIEro oTBeTa Ha Tepanuio
y NaLMUEeHTOB C peLuanBOM, UCXOLHO OTHOCUBLLMXCA K rPyrmne BbICOKOrO PUCKa, BO3MOXHO BbINOSHEHWE
TaHAemHo ayTo-TICK nnbo anno-TICK. Yawe ncnonbayerca anno-TICK ot anbTepHaTUBHOrO (raniou-
[AEHTUYHOrO) floHopa.

AytonoruyHasa
TICK

Helipobnactoma

KnuHunyeckas MeToz, MeToz,

BbICOKMI1 pUCK

onuuma (I1) paspabatbisaetca (Il) | paspabatbisaetca (I1l)
KnuHunyeckasa MeTog, MeTog,
>MP1
onuums (I1) paspabatbisaerca (1) | paspabatbiaerca (I1l)
KoHTaKTbI:

3YBAPOBCKAA Miogmuna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
NYHAHOB tOpwuit AnekcaHaposuy
3N1eKTPOHHaA NoyTa: punanovyu55@yandex.ru
MOPO3O0BA EneHa BnagncnasoBHa
dneKTpoHHan noyta: dr_morozova@mail.ru
FEBOPI'AH Acmuk puropbesHa

dneKTpoHHan noyta: asmikgevorgian@gmail.com
KA3AHLEB Wnba Buktoposuny

dneKkTpoHHan nouta: llya_Kazantsev@inbox.ru
3BATMHLEBA fapba AHapeeBHa
dneKTpoHHan noyta: kiwi_89@mail.ru
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Hedpobnactoma

MosHO paccmaTtpuBaTb NpumeHeHue ayTo-TICK y naumeHTos ¢ peunavBom 3aboneBaHusa Npu otsete
Ha BTOPY!O JIMHMIO TEPanuK, eCN NPUCYTCTBYIOT AONONHUTEIbHbIE HEGNArONPUATHBIE MPOTHOCTUYECKUE
daKTopbl (paHHWI peuuamnB, AUCCEMUHUPOBAHHOE MOPAXKEHWE NPU PeLuamnBe, peLmans B paHee obny-
YeHHolt 0bnactu, 6osiee ABYX NPenapaToB B NEPBOHAYASILHOM PeXMME MHAYKLMOHHOM Tepanuu).

Onyxonb AyTonormyHas
Bunbmca TICK

Onyxonb Bunbmca O6bI4HO He O6bI4HO He O6bl4HO He KnunHunueckas

> NP1 pekomeHgosaHo (1) | pekomengosaHo (Il) | pekomengosaro (I1) | onuusa (I1)
KoHTaKTbI:

NYHAHOB tOpuit AnekcaHaposuy

INeKTPOHHAaA NoyTa: punanovyu55@yandex.ru
FEBOPIAH Acmuk puropbesHa

dneKTpoHHan noyta: asmikgevorgian@gmail.com
3BATMHLEBA fapba AHapeeBHa

dneKTpoHHan noyta: kiwi_89@mail.ru
KA3AHLEB Wnba Buktoposuny

dneKkTpoHHan noyta: llya_Kazantsev@inbox.ru



OcteoreHHaa capKoma

B HacTOALMI MOMEHT HeT CTaHAAPTHbIX NOKa3aHWii K ayTo-TICK y NaLMeHToB ¢ OCTEOreHHOM CapKOMOIA.
CornacHo AaHHbIM OTAE/bHbIX UCCNef0BaHUI BO3MOXKHO NprMeHeHue ayTo-TICK y HeKoTopbIX nauueH-
TOB C peunanBom 3abonesaHusa. JaHHbix 06 apdekTnBHOCTU anno-TICK Her.

OcTeoreHHas AyTonormyHas

capKkoma TrCK

OcreoreHHas O6bI4HO He O6bI4HO He O6bl4HO He MeTog

capkoma pekomeHgosaHo (1) | pekomergosaHo (Il) | pekomengosaHo (Il) | paspabatbisaetca (I1)
KoHTaKTbI:

3YBAPOBCKAA Miogmnna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
NYHAHOB tOpuit AnekcaHaposuy

INeKTPOHHAaA NoyTa: punanovyu55@yandex.ru
FEBOPIAH Acmuk puropbesHa

dneKTpoHHan noyta: asmikgevorgian@gmail.com
3BATMHLEBA fapba AHapeeBHa

dneKTpoHHan noyta: kiwi_89@mail.ru

FOXTA TaTbAHa BanepbeBHa

IneKTpoHHan noyTa: tania.juh@gmail.com
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Onyxonun mo3sra

AyTO-TICK MOXXEeT NPMMEHATbCA Y MauMeHToB maagwe 4 net ¢ meaynnobnactomoi (Knaccuueckas
MeZynn061acToma, KpynHOKAETOUYHAA aHannacTMyeckas meaynnob1actoma), OTHOCALLMXCA K MOSIEKY-
napHoit nogrpynne 3/4 (SHH), ¢ xopowwrm OTBETOM Ha MHAYKLMOHHYIO Tepanuio, y nauueHToB ¢ me-
Aynnobnactomon mnaguue 4 neT ¢ MeTacTaTUYeCKUM NOParKEHNEM U Y AieTel C XMMUOYYBCTBUTEIbHBIM
peunamsom meaynnobaactombl (AU APYrvx SMEPUOHA/bHBIX ONYXO/ei roN0BHOMO MO3ra). TaKKe KaH-
ovaatamu gas ayto-TICK asasatoTca naumeHTbl ¢ ETMR (amBpuroHanbHas onyxosib C MHOXECTBEHHbI-
MM PO3eTKaMM) C YaCTUYHbLIM/MOAHLIM OTBETOM Ha Tepanuio U A4eTv Maagwe 4 et ¢ NPUMUTUBHbIMU
HENPO3KTOAEPMAbHBIMM ONYXONAMM NPU HANUUUK AOMNONHUTENbHBIX GAKTOPOB pucKa (HenonHas pe-
3ekuma). JaHHbIX, cBUAeTeNbCTBYOWMX 06 3ddeKTrBHOCTM anno-TICK y aeTeit ¢ onyxonsamu ronoBHOro
MO3ra, HeT.

Onyxonn AyTtonorunyHas
mosra TICK

06bI4HO He 0O6bI4HO He 06bI4HO He KnuHnyeckas
Onyxonu mosra

pekomeHgosaHo (Il) | pekomerposaHo (Il) | pekomengosaHo (I1) | onuus (I1)

KoHTaKTbI:

MOPO3O0BA EneHa BnagncnasoBHa
dneKTpoHHan noyta: dr_morozova@mail.ru
FEBOPIAH Acmuk puropbesHa

dneKTpoHHan noyta: asmikgevorgian@gmail.com
TOJIKYHOBA MonuHa CepreesHa

dneKkTpoHHan nouta: tolkunova_polina@mail.ru



NOKA3AHUA K TPAHCN/IAHTALUN Y AETEN C
HE3/TOKAYECTBEHHbIMU 3ABO/IEBAHUAMMU

MepBuyHble uUMMyHoaeduuuTbl (MAA)

MepsuuHble UMMyHoAedULMTSI (MTU[) — reTeporeHHas rpynna TAXKEebIX FeHEeTUYECKU 06YCNOBAEHHbIX
3a60/1eBaHN, BbI3BAHHbIX HEOOPATUMbIM HapyLUeHWEM OAHOTO WU HECKONbKUX 3BEHbEB UMMYHUTE-
Ta. Knaccuyeckumn npusHaku MU — nepcuctupytowme MHGEKLUK, Bbi3BaHHbIE ONMOPTYHUCTUYECKU-
MM areHTamu, NPOABNAIOLLMECA B NepBble MECALbI XKU3HM pebeHKa, oaHaKo Bce Bonblue CTaHOBUTCA
naumenTos ¢ MW/, avarHoctupyembix B 6onee no3gHMe CPOKM C KAMHUKOM ayTOUMMYHHbIX NpoABe-
HWUIA IMBO CMMNTOMOB 3/10KaYeCcTBEHHbIX HOBOOBpasoBaHuii. Anno-TICK v reHHas Tepanua ABAAOTCA
MeToAaMM NeveHuns, cnocobHbIMM M3neunTb naumeHTos ¢ MU, HecmoTpa Ha MHTEHCMBHOE pasBuTUe
1 bonbluve NepcrnekTUBbI, FEHHAA Tepanua BCe elle ABNAETCA SKCMEPUMEHTAIbHON METOAMKON 1 ee
npumMeHeHe BO3MOXKHO He npwu Bcex Bugax TKUH, noatomy B HacToawwee Bpema anno-TICK octaetca
€[JMHCTBEHHbIM LUMPOKO AOCTYMHbIM METOAOM NeYeHUA AAHHOM rpynnbl NaLMeHTOB. TAXKENbIN Kom-
6UHMpPOBaHHbIN UMMyHoZeduumT (TKUH) npeactasnseT coboit Hanbonee Taxenvlit BapuadT MU,
aCCOLMMPOBAHHbIN C BbICOKMM PUCKOM /leTaNlbHbIX OCNOXKHEHWI B NepBble MECALLbl KU3HU pebeHKa.
BbinonHeHue anno-TrCK nauneHTam ¢ TKMH nokasaHo B KpaTtyaiwme cpoku. IPPeKTMBHOCTb aHHOTO
MeToAa Tepanum ¢ AOCTUNKEHWEM YPOBHA 06LLeit BbixkMBaemocTu 6onee 90% cBA3aHa C UCNONb30BaHM-
€M COBPEMEHHbIX CXeM PEXMMOB KOHAMLMOHUPOBAHUA U NPOGUNAKTUKM peaKLMmu TpaHCnAaHTaT npo-
TUB X03AMHa, ¥ NO3BONAET UCMO/Ib30BATh KaK COBMECTUMbIX POACTBEHHbIX, HEPOACTBEHHbIX AOHOPOB,
TaK M aNbTepHaATMBHbIX YaCTUYHO COBMECTUMbIX. MIHTepecHOi 0cOBeHHOCTbIO ABNAETCA BO3MOXKHOCTb
nposeaeHuna anno-TICK 6e3 pexrma KOHAMLMOHMPOBAHWUA NpU AaHHOW natonoruun. Anno-TICK mo-
JKET NPUBECTU K U3NEYEHUI0 MHOTUX APYruX T-kneTouHbix MU (aeduumt CDAOL, CuHapom BuckoTTa-
Onppwuya, aedekTbl dparoumTosa, XpoHUYecKas rpaHynemartosHasa 60se3Hb, cemeiHblii remodaroum-
TapHbIi iumborncTnoumTos u ap.). OaHako 6onblioe KonnyecTso BapuaHTos MU/ ¢ yHWKaNbHbIMU
KAVHUYECKUMWU NPOABNEHUAMMU U TeyeHnem TpebyeT AeTaNbHOro MyNbTUAMCLMUMNAMHAPHOMO MNOAXO-
Aa K BblbOpPY NauMeHTOB, KOTOpble AEWCTBUTENbHO BbiMrpatoT oT anno-TICK. PaHHee nposeaeHue
anno-TrCK TaKxe CONPAXKEHO C ly4LUIMM NPOrHO30M B 3TOM rpynne nauuMeHTos.

AyTonoruyHasa
n
A TICK
TKUH He npumeHnmo
KanHunyeckas
Apyrue NUA, oAl He npumeHnmo
KoHTaKTbI:

3YBAPOBCKAA NMiogmuna CrenaHoBHa
IneKTpoHHan nouTta: zubarovskaya_ls@mail.ru
BEbIKOBA TatbaHa AnekcaHgpoBHa
dnekTpoHHas nouta: dr.bykova@mail.ru
OCHNOBA AHHa AnekceeBHa

IneKTpoHHas noyta: md.annarats@gmail.com

139



140

HacnepctseHHble 60n1e3HM ob6meHa BelwecTs

BonbWKWHCTBO HacneAcTBEHHbIX 3abo1eBaHUt 06MeHa BeLLEeCcTB, Npu KOTopbix anno-TICK aemMoHcTpupy-
€T cBO 3 PEKTUBHOCTb OTHOCUTCA K rpynmne IM30CoManbHbIx 6onesHen HakonieHusa. Mpu aTom neyeb-
HblIli 3ddEKT OCyLLLeCcTBNAETCA 3a CHET NepeHoca OTCYTCTBYOWEro pepmeHTa OT KNETOK KPOBM A0HOpPA K
opraHam peuunueHTa. OCHOBHbIMM GpaKTOpamu, BAUAIOLLMMU Ha 3ddeKTUBHOCTb anno-TICK, agnstotca
PUCKM NEPBUYHOIO HEMPUNKUBAEHWUA TPaHCNNAHTaTa, 6a3anbHbIli ypoBeHb GepmeHTa JOHOpa, CTeNeHb
YCTOMUYMBOCTU [OHOPCKOrO XMMepu3ama. YumuTtbiBas GakT nporpeccupyrowero TedeHna 3abonesaHui,
BO3PaCT PeLUNUEeHTOB Ha MOMEHT BbINoHEHUA anno-TICK Tak:Ke OKasbliBaeT BAUAHWE Ha pe3ynbTaTbl
anno-TrCK.

CuHapom Mypnep ABNAETCA CAMbIM TANKEIbIM BapMAHTOM TedeHus mykonoauncaxapuagosa (MMC) | tuna c
BOB/IEYEHNEM LEHTPaNbHON HEPBHOM CUCTEMbI, CEPAEYHO-COCYANCTON, AbIXaTeNbHON|, ONOPHO-ABUra-
TenbHol cucteM. EAMHCTBEHHBIM paguKasbHbIM METOLOM Tepanuu asasetca anno-TrCK.

JNleitkoguctpodum — rpynna TAXKENbIX HAaCNeACTBEHHbIX 3a6oneBaHuii 06MeHa BeLecTB, XapakTepumsy-
lowMxca nopaxkeHmem 6enoro BelecTsa rosoBHOro mo3sra. Jlelikoguctpodum npeactaBastotT coboi
rpynny peskux 3aboneBaHunii, pasMyaloLLMXCa MO CBOEM MPUPOAE M YacToTe BCTpevyaemMocTu. Huske
npueeaeHbl Hanbosiee YacTble Gopmbl. X-cLenieHHan agpeHonenkognucTpodums, Npu KOTOPoK B TKaHAX
HaKanvMBaTCA AJMHHOLENOYEYHbIE KUPHbIE KMCIOTbI, B PE3yNbTAaTE YETO HAPYLIAKTCA CTPYKTYypa U
YHKUMM MrennHa. MeTaxpomaTnyecKkan nekogucTpodus Bbi3BaHa aeduumTom GepmeHTa apuacyb-
datasbl A, Bbi3blBatoLLel HaKkonieHue cyibdaTnaos, 06aagatowmx paspywmTenbHbIM BO34ENCTBMEM Ha
MuenuH. MobounaHo-kneTouHas neikogumctpodus, nam 6onesHb Kpabbe, cBA3aHa C HapyLLEHMEM Bblpa-
60TKM dpepmeHTa ranakToLepebpo3naassbl. 3To NPUBOAUT K HAKOM/IEHMIO BELLECTB, KOTOPbIE OKa3biBatoT
TOKCUYECKOE BO34ENCTBME HAa MUENNHOBbIE 060OYKM.

OcTeoneTpos ABAAETCA PEAKUM BPOXAEHHbIM 3a60/1€BaHNEM KOCTHOW TKaHW, B OCHOBE KOTOPOro /e-
UT fedULNUT OCTEOKNACTOB, NPOABAAIOLLMIACA YBEUYEHMEM MAOTHOCTM KOCTEMW, LUTONEHMER U HEBPO-
NIOrMYecKoi cumnTomaTukoi. bes nposeseHus anno-TICK nporHo3 He6aaronpuATHbIN 1 BCE MaLMUEHTbI
nornbaloT, He AOKMBasA L0 B3POC/I0Oro BO3pacTa.

bBonesnu obmeHa
BewecTs

AyTonoruyHas
TICK

MNCItunaH- KnnHnueckas

He npumeHnmo
cuHapom Nypnep onuws (1)
MnC 1 muna H - O6bI4YHO He O6bI4HO He O6bIYHO He
cunapom fypaep- ekomeHaoBaHo (I11) ekomeHgosaHo (I11) ekomeHgosaHo (I11) Lelopame e
LUeiie (TAaxenblid) P i P A P A
OcreoneTpos He npumerHvnmo
MMC VI Tvna - KnnHunyeckas KnnHunyeckas KnnHunyeckas
cMHAROM onuus (I1) onuua (I1) onuus (I1) IR G IETNE
Maporto-/lamu

KoHTaKTbI:

3YBAPOBCKAA Miogmuna CrenaHoBHa

dnekTpoHHas nouta: zubarovskaya_Is@mail.ru

BbIKOBA TaTbAHa AnekcaHApOBHa OCUNOBA AHHa AnekceeBHa

IneKTpoHHan nouTa: dr.bykova@mail.ru 3neKTpoHHas noyta: md.annarats@gmail.com



Tanaccemuna n cepnoBUAHOKNETOYHAA aHEMMUA

B-Tanaccemun v cepnoBUAHOKNETOYHAA aHEMUA ABNAIOTCA LUIMPOKO PacnpoCTPaHeHHbIMU MOHOTEHHbI-
My 3ab0n1eBaHMAMM, KOTOPble MOTYT BbITb MONHOCTbIO M3/1e4YeHbl C NoMoLLbto anno-TICK. Anno-TICK ot
3[0POBOrO COBMECTUMOrO CUB/IMHIa ABNAETCA METOL40M Bblbopa siedeHuns 6onbwoit dopmbl B-Tanac-
cemuu. Mpu OTCYTCTBUM COBMECTUMOTO CUB/IMHIA MOXKET paccmaTpmuBaTbea nposeaeHue anno-TICK ot
HEpPOACTBEHHOIO UM ranaouaeHTUYHOro foHopa. Kak 1 Npu MHOTUX ApyrMx HacneaCcTBeHHbIX 3abone-
BaHMAX OYEHb Ba)KHO NPoBOAMTb anno-TICK B paHHeM Bo3pacTe A0 Pa3BUTUA OC/IOXKHEHUI, 0bycnos-
NIeHHbIX CUHAPOMOM Neperpysku Kkenesom. CMepTHOCTb AeTel OT cepnoBUAHOKNETOYHOM aHeMuUK 3Ha-
YUTEIbHO CHU3MACh 3@ CYET COBEPLUEHCTBOBAHWNA CONPOBOAUTENBbHOW Tepanuu, O4HaKO BO B3POC/IOM
BO3pacTe OHa OCTaeTCcA BbICOKOW M3-3a cneuudpuyecknx ocnoxKHeHui, obycnosneHHbIx 3abonesaHnem.
B cBA3M ¢ 3TUm, anno-TICK oT coBMecTUMoro cubimHra aBAseTca CTaHAAPTOM ledeHus. TakKe MoXKeT
paccmatpumBatbea anno-TICK oT HepoACTBEHHOMO UK ranJonAEeHTUYHOTo AoHOpa.

Ffemorno6uHo-
natum

AyTtonorunyHas
TrCK

KnnHunyeckas KnnHuueckas
Tanaccemus He npumeHnmo
onuwms (I1) onuys (111)
CepnosugHo-
P A KnnHunueckan KnnHunueckan
KNeToyHaa aHemua He npumenumo
o onums (111) onuys (111)
(BbICOKMIA pUCK)

KoHTaKTbI:

3YBAPOBCKAA NMiogmuna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
BEbIKOBA TatbaHa AnekcaHgpoBHa
dneKkTpoHHan nouta: dr.bykova@mail.ru
OCHNOBA AHHa AnekceeBHa

3neKTpoHHas noyta: md.annarats@gmail.com
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MpuobpeTeHHan annacTUYeCKana aHeMuUA.
BpoXXAeHHble CUHAPOMbI KOCTHO-MO3rOBOWA
HeA0CTaTOYHOCTU

B HacToswwee Bpemsa anio-TICK oT poAcTBEHHOrO COBMECTUMOrO JOHOPA ABAAETCA CTaHAAPTOM Tepanum
nNepBoON IMHUK y AeTel C NPUOoBPETeHHOM TAXKENOW annacTuieckor aHemueld. PesynbTatbl anno-TrCK ot
COBMECTMMOrO HePOACTBEHHOIO A0HOPA CPAaBHUMbI U METOZ, MOXKET PacCMaTpUBaTbCA B rpynne nauu-
€HTOB C Hannurem haKkTopoB pucka HU3Kol abdekTusHocT UCT. Anio-TICK OT anbTepHaTUBHbIX AOHO-
POB MOXeT BbITb PAaCCMOTPEHa B C/Iy4anX OTCYTCTBMA NOTEHLMANbHbIX COBMECTUMbIX JOHOPOB, NPOrHO-
3UPYEMbIX 4/IMTEeNbHbIX CPOKAaX MOWCKa COBMECTMMOrO AOHOPA, pedpaKkTepHOro TeYeHUA U peLnanBax
3abonesaHuA.

Y naumeHTOB C aHemuen (DaHKOHM, BPOXAEHHbIM ANCKEPATO30M U APYTMMU BPOXKAEHHbIMU CUHAPOMA-
MW KOCTHOMO3rOBOW Heg0CTaTOYHOCTU NOKa3aHOo nposegeHUe anno-TrCK ot coBmecTMmoro poAcCTBEH-
HOro nan HepoaCTBEHHOIO A0HOpPaA. anI OTCyTCTBUM 3TOoM onunn BO3SMOXXHO UCMONIb30BaHME anibTepHa-
TUBHOIO A0OHOpPa.

CraHpapTHOM aBnaeTca nposeaeHune anno-TICK oT coBmecTMMOro poacTBeHHOro JOHOPA Y NaLMEHTOB C
AnarHosom aHemus JaiimoHaa-bnakdaHa B cnyyae HeadpPpeKTMBHOCTM KOHCEPBATUBHOM Tepanuu. Mpu
OTCYTCTBUM POACTBEHHOTO COBMECTMMOTO AOHOPA HEOBXOAMMO PaccMaTpMBaTh BO3MOMHOCTb MpoBe-
AeHna anno-TICK ot HepoACTBEHHOTO COBMECTMMOTO AOHOPA.

MNpuobpeTteHHasn
AA 1 cMHAPOMBI

KOCTHO-MO3roBoit
HeA0CTaTouHOCTH
y Aetei

AyTonoruyHasa
TICK

Annactuyeckas KnuHuueckas
He npumeHumo
aHemuA onuua (1)
KnnHnueckas
AHemusa PaHKOHKU He npumeHnmo
onuws (1)
AHemus falimoHaa- KnuHuueckas
He npumeHumo
BnekdpaHa onuwmsa (I1)

KoHTaKTbI:

3YBAPOBCKAA NMiogmuna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
KYNTATUH Anekcangp OmuTpuesuy
dneKkTpoHHan nouta: kulagingem@rambler.ru
BEbIKOBA TatbAHa AnekcaHgpoBHa
dneKkTpoHHan nouta: dr.bykova@mail.ru



AyToMMMyHHble 3a6oneBaHuA y aetei
M NOAPOCTKOB

TICK, KaKk ayTonornyHas, Tak W asoreHHas, MOMET PaccMaTpUBaThCA AN /eYeHUA ayTOMMMYHHbIX
3abonesaHunit. Cpeaun HWX: OBEHU/IbHbIN PEBMATOMAHbIN apTPUT, CKAEPOAEPMUs, CUCTEMHAsA KpacHas
BO/IYAHKA, BaCKY/IUT, PacCeAHHbIN CKNEPO3, BOCManuTenbHble 3ab6oneBaHua KuweuHuka u ap. C yuetom
C/NIOXKHOCTM U MHOFOKOMMOHEHTHOCTU AaHHbIX 3aboneBaHuii peweHune o nposegeHun TICK gomkHO
MNPUHUMATBLCA C y4acTMeM KaK CneLmasmcToB no ayToMMMYHHbIM 3a60/1eBaHUAM, Tak U 3KCMNepToB B 06-
nactn TTKC ans Bbib6opa onNTMMasbHbIX KAHAUAATOB Ha Tepanuio.

AyTOMMYHHbIE
3:;one:aﬂua AytonoruyHasn
- TICK
y AeTen
AyTOMMYHHbIE KnuHunyeckas KnuHunyeckas 0O6bI4HO He KnnHuyeckas
3a6onesaHus onuus (I1) onuwma (I1) pekomeHgosaHo () | onuma (11)
KoHTaKTbI:

3YBAPOBCKAA NMiogmuna CrenaHoBHa
3neKTpoHHas noyTa: zubarovskaya_ls@mail.ru
KYNTATUH Anekcangp OmuTpuesuy
dneKkTpoHHan nouta: kulagingem@rambler.ru
BEbIKOBA TatbaHa AnekcaHgpoBHa
dneKkTpoHHan nouta: dr.bykova@mail.ru
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KommeHTapumu

MokasaHua K nposegeHuto TICK npu pasnnyHbix 3abonesaHunax B Tabanuax yKasaHbl B COOTBETCTBUM CO-
BpeMeHHbIM pekomeHgauuam EBMT 2019, ony6avMKoBaHHbIM B 0pULMANbHOM XKypHane eBponeinckoro
cooblLuecTBa No TpaHCN/IAHTaLMM KOCTHOro mo3ra Bone Marrow Transplantation 5 anpens 2019 roaa:
Indications for haematopoietic stem cell transplantation for haematological diseases, solid tumours and
immune disorders: current practice in Europe, 2019 rpynnoii coasTopos Rafael F. Duarte u ap. (Bone
Marrow Transplantation (2019); doi:10.1038/s41409-019-0516-2).

rPALALMA NOKA3AHWUI ANA MPOBEAEHWUA TICK EBMT, 2019

o CraHgapT neyeHun (standard of care, S) — xopowo o6ocHoBaHHOe nokasaHue, pesynbtatsl TFCK npe-
BOCXOAAT HETPAHCM/IAHTALMOHHbIe MeToAbl edeHus (MXT). OueBnAHO, YTO onpeaesneHne yKa3aHua Kak
CTaHAApPT MeAMLMHCKON NOMOLLM He 03HAYaeT, YTO TPaHCMNAHTALMK reMOMO3TUYECKUX CTBOOBBIX Kie-
TOK 06f3aTesIbHO ONTMMasIbHaA Tepanua ANA AaHHOTO NauMeHTa Npu BCeX KAMHUYECKMX 06CToATeNbCTBa.
TpaHcnnaHTaUMIO KaK CTaHAAPT JieYeHus cneayeT paccMaTpuBaTb Kak TpaHCMAaHTaLMIo, NPOBeAEHHYI0
B CMELMann3MpoBaHHOM LeHTpe ¢ onbiTom B TICK, MMelowem COOTBETCTBYIOLYIO MHPPACTPYKTYPY, Kak
onpegeneHo JACIE pekomeHaaumax.

o KnuHuueckas onuusa (clinical option, CO) — nokasaHue, 6a3vpytoLLeecs Ha NOMOXKUTE/IbHbIX pesynbTaTax ¢
NpUemMNEeMOi TOKCUYHOCTbIO B UCCIEA0BAHUAX C HEBOBLUMMM KOrOPTaMM NALMEHTOB, HO NOATBEPHKAAIOLLME
PaHAOMU3NPOBAHHbIE UCCNeA0BaHMA OTCYTCTBYIOT, YaCTO B pe3y/ibTaTe HU3KOro Yncaa naumeHTos. LLnpokuit
CMEeKTP AOCTYMHbIX MEeTOA0B TPAHCMAHTaLMM B COYETaHUM C PasIMYHbIMK daKTopaMu NauueHTa, Takumu
KaK BO3pacT 1 COMyTCTBYIOLLAA NATONOMMSA, 3aTPYAHAET MHTEPNPETALMIO STUX AaHHbIX. TpebyeTca TwatenbHoe
CpaBHEHWEe COOTHOLIEHWA N0b3a/PUCK C YHETOM UHAMBUAYANbHbIX KPUTEPUEB.

EBMT uumepnpemayus: noddepxcusaem TICK 8 Kauecmese yeHHoU onyuu 071 omoenbHbIX NayueHmos
nocne 0bcy3OeHUA PUCKA U 8b1200bI C MAYUEHMOM, HO 0414 2pynin NayueHmMos 3Ha4yeHue MpaHCnAaHmMayuu
HyrOaemcsa 8 danbHeliwel oyeHKe. TICK 0osxHbl 6biMb 8bINOAHEHbI 8 CNEYUAAU3UPOBAHHOM OMbIMHOM
yeHmpe, c coomsemcmayroweli uHgppacmpykmypod, Kak onpedeneHo 8 JACIE pekomeHOayusAXx.

* Metop pa3spabatbiBaetca (developmental, D) — nokasaHua K TTCK 6b1an KnaccuduumpoBaHbl Takum 06-
pa3om, Koraa onbIT OrpaHUYeH, U HeobXoAVMMbI LOMONHUTENbHbIE UCCAef0BaHWA, YTOBbl ONpeAenuTb Pob
TrCK.

EBMT uHmepnpemayus: Smu mpaHcnaaHmayuu 00xcHbl Mpo8ooumeca 8 paMKaAx KAUHUYECKO20 uccre-
008aHUA PAHOOMU3UPOBAHHO20 MHO20UEHMPOBO20 UU MUAOMHO20 8 YeHmpe, Creyuanuaupyrouemcs
Ha OGHHOM MoKa3aHuu unu eapuaHme TICK, u 0006peHHO20 NOKAAbHbIM 3MUYecKUM Komumemom. Ped-
Kue cocmosHus, ede hopmarnbHele KAUHUYECKUE UCTbIMAHUA HEBO3MOXCHO 8bIMOAHUMb, 00MCHbI 6biMb
posedeHbl 8 PAMKAX CMPYKMYpUPOBAHHO20 AHAAU3A peaucmpd, 8 udease EBMT HeuHmepeeHyUOHHbIX/
HabawdamenoHbix ucciedosaHull. [loOpazymesaemcs, Ymo pe3ysbmamsi MAKUX Ucc1e008aHUSA NPeoHa-
3HayveHsl 0418 npe3eHmayus u/uau nybaukayus 018 MeduyuHcKo2o coobujecmesa 8 yesom. PekomeHda-
yuu EBMT 04 KauHu4ecKux ucnsimaHuli Mo2ym 6bime UCronb308aHbl 8 Ka4ecmeae opueHmupa. LieHmpeoi
o1 HbI coomeemcmeosame cmaHoapmam JACIE.

e O6bIYHO He pekomeHAoBaHO (generally not recommended, GNR) — pe3ynbTaTbl 06bIYHOIO NeYeHus
yA0BAETBOPUTE/IbHbIE/XOpOoLUKe, puckun TICK He onpasgaHbl AW KAMHUYECKUE CUTyaummu KpaliHe Hebnia-
rONPUATHOrO NPOrHO3a, NPY KOTOPbIX WAHC NOMOKUTENbHOrO ncxoga TICK cAUWKOM Man, ¢ yYeTom m3-
BECTHbIX PUCKOB A4/ AOHOPa Npu anno-TICK.

EBMT unumepnpemayus: 3ma Kameaopus 8KKYaem MHOMECMBO KAUHUYECKUX CUEHapUEs, 8 KOMopbiX
ucrnone3oeaHue TICK He moxcem bbimb peKoMeHO08aHO 01 obecnevyeHus KauHuYeckol nose3sl 044 na-
yueHma, 8KkaYas paHHUe cmaduu 3a601e8aHUS, K020a pe3ybmamel MPadUyUOHHO20 AeYeHUs 06bIYHO
He onpasdbiearom 00noaHUMEsbHbIU PUCK MPAHCIAaHMayuu, kpaliHe npodsuHymele ghopmel 3a60e8a-
HUS, MPU KOMOPbIX 8EPOAMHOCMb YCIEXA HACMO/LKO MAsa, YMo He onpagdsbisaem pucku 04 nayueHma
u doHOpa. Ima Kamea2opus He UCKAYaem moao, Ymo yeHmpbi ¢ ornpedeneHHbIM OfbiMomM 8 OMHOWeHUU
onpedeneHHozo 3abonesaHus moaym uccinedogams TICK 8 amux cumyayusx. CredosamensHo, cyuje-
cmayem Hekomopoe cosriadeHue mexdy kamezopuamu GNR u D, u daneHeliwue ucciedosaHus moaym
6bIMb 0MPaABAAHLI 8 PAMKAX MPEONONAa2aemMo20 KAUHUYECKO20 UCCned08aHUS.



rPAQALMUA YPOBHEM [AOKA3ATENLCTB, ANA FPAOALUN NMOKA3AHUM K MPOBEAEHUIO TrCK
EBMT, 2019

e | — OcHOBaHO Ha pe3ysibTaTax, No KpaiHei mepe, OAHOTO XOPOLLO BbINONHEHHOTO PaHAOMM3MPOBAHHOTO
nccnefoBaHumA.

o || - OcHOBaHO Ha pe3ynbTaTax, No KpanHei mepe, 04HOMO XOPOLUO CMIAHUPOBAHHOTO KIMHWUYECKOTO Uccneso-
BaHWA 6e3 PaHAOMM3aLU; KOTOPTHbIE UM KCYYa-KOHTPO/IbY aHA/IMTUYECKME UCCeA0BaHUA (KenaTenbHO
oT 6os1ee YeM OLHOTO LIEHTPA); K ApamaTndeckan 3GGEKTUBHOCTb B HEKOHTPOIMPYEMbIX UCCAEL0BAHMAX.

e [Il — OCHOBaHO Ha MHEHMAX IKCNEepPTOB, YBaXKaeMblX aBTOPUTETOB, 6a3mpy|ou.|,mxcn Ha KAMHUYECKOM OnbliTe;
onucaTesibHble NCCneaoBaHMNA UNN 3aKTHOYEHNA SKCNEPTHbIX KOMUTETOB.
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