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[ny6okoysaxaemvle Koseau,

Mbl padsl npugemcmeosams Bac - ysacmHukos | KoHepecca HayuoHaneHozo
obwecmsa mpaHcnaHmMayuu 2eMonN03MuYecKux CmaoJsi08bIX K/iemok, 2eHHOU
u knlemoyHol mepanuu — 8 CaHkm-llemepbypze.

C uHgpopmayuoHHou, obpazosamesibHOU yesbio npedsiaeaem sawemy 8HUMAHUIO
yemaepmoe u3daHue bpouwtopsl «[TokazaHus k TTCK-2025», 8 komopol u3/ioxeHobl
OCHOBHbIE NOKA3AHUA K MPAHCNIaHMAyuu 2eMON03Mu4ecKux CmaoJsi08bIX KIemok

8 cOOMBemMcmauU ¢ cospeMeHHbIMU pekoMeHOayuamu Esponelickozo coobuwecmeaa no
MmpaHcnaaHmayuu KOCmHozo mo3sead (EBMT) 2025, onyb6nuko8aHHbIMU 8 ohuyudieHOM
xypHane EBMT Bone Marrow Transplantation 09 ceHma6bps 2025 zo0da: Greco, R.,
Ruggeri, A., McLornan, D.P. et al. Indications for haematopoietic cell transplantation

and CAR-T for haematological diseases, solid tumours and immune disorders:

2025 EBMT practice recommendations. Bone Marrow Transplant (2025).
https://doi.org/10.1038/541409-025-02701-3

[na pedkux nokazaHuti 00NoSIHUME IbHO UCN0J16308A/1UCL UCMOYHUKU:

Bone Marrow Transplantation; doi: 10.1038/541409-021-01378-8.

Osteopetrosis Consensus guidelines for diagnosis, therapy and follow-up.

Bone Marrow Transplantation; doi: 10.1038/bmt.2015.117.

Front Pediatr; doi: 10.3389/fped.2019.00433.

Ana nayuenmos ¢ BUY uHgekyueli 00nos1HUMesIbHO UCN0/16308a/IUCL UCMOYHUKU:
https://www.nccn.org/, B-cell ymphomas, version 3.2025 & Cancer in people with HIV,
version 1.2026.

Ann Oncol. 2024 Oct;35(10):840-859. doi: 10.1016/j.annonc.2024.06.003.

Bone Marrow Transplant. 2019 Oct;54(10):1625-1631. doi: 10.1038/541409-019-0480-x.
Cell Ther Transplant. 2025;14(1):39-45. doi: 10.18620/ctt-1866-8836-2025-14-1-39-45.

Mpbi Hadeemcs, umo 0aHHoe u30aHue 6y0em nose3HbIM U yOOOHbIM 8 UCN0J/16308aHUU.
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MOKA3AHUA K TPAHCIUJIAHTAUMN Y B3POCJIbIX NALMEHTOB

OcTpbint MuenougHbin nenkos (OMJI)

OMIJ1 siBnaeTca Hanbosee YacTbiM MOKa3aHUEM K affIoreHHON TpaHCNIaHTauum remo-
No3TMYeCKMX cTBONOBbIX KneTok (TICK). [ns 60MbluMHCTBA NaLUEHTOB TPaHCMIaHTa-
LA ABNAETCS OOHUM U3 HEOOXOAUMbIX STAMNoB JIeUEHUs U 0JIXKHA BbINONHATHCA B 1-1
pemunccrmn. CoBpeMeHHble MOKa3aHUsi OCHOBAHbI Ha CTpaTUGUKaLMM pUCKa No KpuTe-
pusm ELN, yuutbiBatoweln LuToreHeTYeckne 1 MOneKynspHO-reHeTuyeckre ocobex-
HOCTK 3aboneBaHus. MalyeHTaM ¢ HeGNaronPUATHLBIM PUCKOM (KOMMIEKCHbIN Kapuo-
Thn, MoHocomus 7, inv(3)(q21q26), t(6;9)(p23;q34), mytaumn TP53, RUNX1, ASXL1, BCOR
n ap.) anno-TICK B 1-i1 pemmnccrn nokasaHa B obasatenbHoM nopsgke. Ana npome-
XKYTOUYHOW rpynnbl PUCKa TPAHCMIAHTALMA PEKOMEHAOBaHa, 0COOEHHO NPU HanMunn
COBMECTVIMOrO POACTBEHHOIO UM HEPOACTBEHHOMO fOHOpPa. B GnaronpuAatHol rpyn-
ne pucka (CBF-AML, mytaummn NPM1 6e3 FLT3-ITD, mytauymmn CEBPA) anno-TICK B 1-i1
pPeMUCCUM pPacCMaATPMBAETCA TOMIbKO MPW MNepPCUCTEHUNN MUHMMANIbHOW OCTAaTOYHOWN
6onesHn. Ocoboe 3HaueHMEe VMeeT AUHaMMKa MUHMMANbHONM onpeaensemon bones-
H1 (MOB): coxpaHeHVe NONOXKUTENBHOrO CTaTyca Nnocsie Tepannn Uan HeJoCTaTouHoe
CHUXXeHMe MapKepoB (MeHee 3 norapudmon ana CBF-TpaHCKpWNTOB) ABNAOTCA NOKa-
3aHUAMN K TpaHcnnaHTauuu. Mpu peungueax anno-TICK nokasaHa BceMm nayneHTam,
JoCTurwumm 2-in pemuccnn. ina pedpaktepHbix ClyyaeB BCe yalle pacCMaTpuBaeTcA
TPaHCMMaHTaUMA OT anbTePHATUBHBIX JOHOPOB. AyTonornyHaa TICK moxeT 6biTb pe-
KOMeHAOBaHa NauneHTaM HU3KOro pucka B 1-1 peMruccum, a Takxke BO 2- peMnccum
OCTPOro NPOMUENOUUTAPHOrO Nleinko3a npu ycnosun MOB «-»..

AnnoreHHas TPaHCM/IaHTaUMA KOCTHOro Mo3ra

AnbTepPHATUBHbIN

MOB «-»)

) ) [OHOP AyTonornyHas
oMNn CoBmecTUMbIN HepopacTBeHHbIi (yacTnuHoO- TpaHCnIaHTaLus
POACTBEHHBIN COBMECTUMbIN HECOBMECTUMbIN, KOCTHOIO MO3ra
ZIOHOP (C1GAHT) LlOHOp rannonaeHTY-
HbIVA, MYMOBUHHAsA
KPOBb)
1-a pemnccus (6na-
. O6bIYHO He peKko- | O6bIUHO He peko- | O6bIYHO He peKo- | KnuHuyeckan
ronpuATHBIN PUCK,
meHzaoBaHo (1) meHgoBaHo (1) meHgoBaHo (1) onuus (1)

1-a pemuccus (6na-

puCK)

. KnuHnueckas KnuHnueckas O6blYHO He peKo-
ronpuATHLIA prck, onuwmsa (Il) onuwma (Il) meHpgosaHo (Il)
MOB «+») u u A
1-Aa pemnccma
(HpomexyTounbil (e KnuHnueckas KnuHnueckasn KnuHnueckas

P Y Aap onuws (Il) onuwms (Il) onuwusA (1)

AnnoreHHaa TpaHCNIaHTaLMA KOCTHOrO MO3ra
AnbTepHATUBHbII
) ) AOHOP AyTonorunyHas
oM CoBMeCTUMbIN HepoacTBEHHBIN (4acTnyHo- TpaHcnIaHTauma
POACTBEHHDIN COBMECTVMBINA HECOBMECTUMbIV, KOCTHOFO MO3ra
ZOHOP (C6ANHT) lOHOp ranionaeHTY-
HbIl, MyNOBUHHasA
KPOBb)
KnuHnueckas
2-7 pemuccnn Crangapr (1) Crangapr (Il) Crangapr (1)
onuwms (Il)
Mpomuenouutap-
pu =noy P Knununueckan O6bIYHO He peKo-
HbI NENKOo3, CraHpapr (I1) CraHpapr (I1)
onuwus (Il) meHgoBaHo (II)
2-A pemnccma
KnuHnueckas KnnHnueckas KnnHnueckas O6bIYHO He peKo-
BHe pemuccun
onuwmsa (Il) onuwusa (Il) onuws (Il) meHgoBaHo (II1)

OcTpbiit numpobnacTHbi nerikos (OJ11)

AnnorerHHaa TICK ocTaeTca knoueBbiMm metogom nedyeHna OJ1/1y naumeHToOB BbICOKO-
ro pucka. OCHOBHbIMY NOKa3aHUAMYK B 1-1 peMnccmm ABRATCA: HebnaronpuaTHble
uMToreHeTMyeckne aHomanum (t(9;22), t(4;11), KOMNNEKCHbIA KapuoTum, rMNoAnMIo-
nauvA, OTCYTCTBUE OTBETa Ha MHAYKUUOHHYIO Tepanuio un nepcucteHuyma MOB. Bo 2-in
peMnccmm TpaHcnNaHTauma nokasaHa scem nayneHtam. CoBpemeHHble NoAXOAbl 3Ha-
UNTENBHO U3MEHWUAU cTpaTernto neyenud. Ana Ph(+) OJI1 anno-TICK B 1-1 pemnccun
OCTaeTCA CTaHJAPTOM, OfHaKO naumeHTbl ¢ ryb6okoln MOB-HeraTMBHOCTbIO Ha ¢oHe
KombuHauuy UTK 1 MOHOKMOHaNbHbIX aHTUTeN MOTyT M3bexaTb TpaHCMnaHTaLuu.
MNpn OTCyTCTBMM COBMECTUMOrO AOHOPa YCMELWHO MPUMEHAIOTCA anbTepHaTUBHbIE
BapuaHTbl — rannounpaeHTnyHaa n TICK oT yacTuyHo-coBmecTUmMoro goHopa. llocne
CAR-T-tepanun anno-TI'CK pekomeHayeTcAa nauneHTam ¢ coxpaHeHmem MObB nnum no-
Tepen B-knetouron annasuu. [ina T-OJ1JT pelweHne o TpaHcnnaHTaumm B 1-11 pemuccnn
NPUHUMaETCA C yuyeToMm uMmmyHodeHoTuna (ETP) n monekynapHbix MapkepoB. AyTono-
rmuHasa TICK coxpaHsaeT orpaHnyeHHble nokasaHnua — Ph(-) OJ1J1 ctaHgapTHOro prcka
n Ph(+) OJU1 B 1-1 pemuccmm npu MOB-HeraTuBHOCTU Y HEBO3MOXXHOCTUN MPOBefeHNA
anno-TICK. CoBpemeHHas cTpaTerma Nog4YepKUBaeT BaXKHOCTb KOMMIEKCHOW OLeHKMN
pUCKa, BKoYasa LMTOreHeTUYecKmne n MonekynapHble Mapkepbl, guHamuky MOB n oT-
BET Ha Tepanuio.




AnnoreHHas TpaHCMIaHTaLMA KOCTHOro Mo3ra
AnbTepHaTuB- A
COBMeCTVMBIA Hbli1 AOHOP e | CART
onn 5 ®" | HepopcTeen- | (4acTnuHo- TRAHCTNAHTa™ |\ o ouman
pOoACTBEH- HbIVi coBMecTu- | HEcoBMecT- LA KOCTHOroO
HbI OHOP 5 Mblif, ranso- WEEE U oRIAE:
(Cn6nnHr) MbIV JOHOP NOEHTUYHBIN,
nynoBMHHanA
KPOBb)
Ph(-), 1-5 pemuccusa O6bIYHO He O6bIYHO He O6bIYHO He
. KnuHunueckas
(CTaHBAPTHBIN PUCK, | PEKOMEHZOBA- | peKOMeHAOBa- | PEKOMEHAOBa- onuwa (Il
MOB «-») Ho (I1) Ho (I1) Ho (Il 4
Ph(-), 1-5 pemuccua O6bIYHO He
(CTAHBAPTHBIIA PHCK Crangapr (Il KnuHnueckaa | KnuHunyeckasn peKOMEHZOoBa- KnuHnueckana
MOB «+») onuwua (1) onuwua (1) Ho () onyua (111
Ph(-), 1-a pemnccua QO6bIYHO He
. KnnHnueckas
(BblcOKU puck, MOB | CraHgapr (I1) CraHpapr (I1) peKOMeH0Ba-
onuwua (1)
«») Ho (III)
Ph(+), 1-5 pemuccua ( KnuHuueckaa | KnuHuyeckas
MOB «-») B N .. (1) onuus (1Il)
Ph(+), 1-a pemuccus ( SIS s
’ P CraHpapr (I1) CraHpapr (I1) CraHpapr (1) pekomeHAoBa-
MOB «+»)
Ho (II)
O6bIUHO He
2-A pemuccuna CraHpapr (I1) CraHpapr (I1) CraHpapr (1) peKomMeHAoBa-
Ho (I1)
O6blUHO He
KnuHnueckasa | KnuHuyeckaa | KnuHuyeckas
BHe pemuccumn peKomeHAoBa-
onywua (1) onuywua (1) onuwua (1) Ho (1)

XpoHunyeckuin muenonenkos (XMJ1)

C momeHTa noasneHua UTK anno-TICK 6onblue He paccmaTpuBaeTcs Kak Tepanua 1-i
nuHum npu XMJ1. B HacTosALlee Bpema CTaHAAPTOM feyeHna Ansa 60/bWMHCTBA Nauu-
€HTOB B XpoHuUeckon ¢ase asnaTca umatnHnb unm UTK Il nokonexma (gasatnHub,
HUNOTUHNOG, 603YTUHIKG). Y OrpaHMYeHHON YacTU NaLMEeHTOB, JOCTUTLWIVX ANTUTENbHON
rny6okow monekynapHoli pemuccun Ha ¢oHe UTK, Bo3mMOXHa oTMeHa npenaparta,
O[HaKO BOMPOC O MOJIHOM M3MIeYeHNM OCTaeTCA OTKPbITbIM. [laxke y NMauneHToB C Xpo-
Huueckon dason XMJ1, y KOTOpbIX NleyeHre oKa3zanocb HeadhdeKTUBHbIM NpU NprmMe-
HeHUn 2-ro nokoneHwusa, Tepanma UTK =3-ro nokoneHna accoummpoBaHa C BbICOKON
BbXKMBAEMOCTbto 6e3 nporpeccrpoBaHmna 1 oblel BolknBaemocTblo. TTCK nokasaHa
nauueHTam, nonyyaslimnm neveHve NTK >3-ro nokoneHus, Npu ypoBHe TpaHCKpUMTa
BCR::ABL1 > 1% (IS) nnn npn BCR::ABL1T > 0,1% €O CTOMKMM MOMIEKYNAPHbBIM POCTOM.

MauyuneHTbl ¢ myTaumi T3151 nnm ONONHWUTENbHBIMKA XPOMOCOMHbBIMU aHOMANUAMM
BbICOKOFO PMCKa, JOMKHbI HaX0AWUTbCA NoJ TLaTeNbHbIM HabnogeHveMm, 1 anno-TKM
MoKa3aHa B cJlyyae pocCTa YPOBHA MONEKYNAPHOro TpaHCKpunTa Ha poHe Tepanumn UTK
>3-ro nokoneHua. na nayneHToB B npoasuHyTon dase XMJ1 TpaHcnnaHTauumwo cie-
ZyeT BbIMOJIHATb Kak MOXHO OblCTpee nocsie BO3BpaTa B XpOoHMUecKyto a3y, faxe 6e3
LOCTUXKeHWA rnyboKoro oTeeTa. PeTpocneKkTrBHbIe [aHHble CBUAETENbCTBYIOT O TOM,
yTo anno-TKM OT anbTepHaTUBHOIO JOHOPA, NPOBEeAEHHAA C UCNOMNb30BaHMEM peXxrmMa
npodunakTnkn PTMX Ha ocHoBe NOCTTPaHCMIaHTaUMOHHOrO unknodochammga, Aens-
eTCA BO3MOXKHOW onuuen; cnepgoBatenibHo, otcyTcTBre HLA-MaeHTMUYHOro poacTBeH-
HOrO NN HEPOACTBEHHOIO AOHOPA He ABNAETCA NPOTUBOMNOKa3aHEM K MPOBeAeHUI0
anno-TKM. PelwweHune o0 TpaHCnnaHTaLnm AOMKHO NMPUHMMATbCA CBOEBPEMEHHO, NOKa
MaLMeHT OCTaeTCcA B XpOHMYecKol dasze 1 He MeeT TaxKesol npeaneyeHHOCTH.

AnnoreHHas TTCK

AnbTepHaTUBHbIN

. . noHop
XM CoBMeCTUMbIN HepopacTBeHHbIN (4acTyHO- AyTonorunyHasa TICK
POACTBEHHDIN COBMECTVMBIN HECOBMECTUMbI,
ZOHOP (C1GMNHT) ZIOHOp ranionaeHTny-
HbIlA, MyNOBUHHAasA
KPOBb)
XpoHuueckan pasza
1-a (Heypaua UTK CraHpapr (I1) CraHpapr (1) kg O6bl4HO He peko-
onywua (I meHgoBaHo (1)

3 nuHUN)

Maza akcenepaymu,
61acTHbIN Kpn3
mnm XO > 1

O6bIYHO He peKo-

Crangapr (I) meHgosaHo (IIl)

Crangapr (Il) Crangapr (Il)

Mwnenodpubpos (MD)

B HacToAWee BpemA annoreHHasa TPaHCMIaHTaLMA KOCTHOrO MO3ra ABNAETCA efuH-
CTBEHHbIM TepaneBTUYECKMM MEeTOLOM, MO3BOMAILWYMM U3neuntb 60sbHbix ¢ MO.
AnnoreHHas TI'CK nokasaHa nayveHTam C MPOMEXKYTOUHbIM-2 1 BbICOKMM PUCKOM MO
OVHaMMyecKon nporHocTnyeckon wkane (DIPSS) B CBA3M C HU3KOW OXKMAAEMON Npo-
OOMKNTENIbHOCTbIO XN3HW Y JaHHOW MPOrHOCTUYECKON rpynnbl. NokKasaHuA K TpaHC-
NNaHTauMmn y naureHToB C MPOMEXYTOUHbIM-1 PUCKOM MpY Hanuuum HebnaronpuAT-
HbIX LIUTOreHEeTNYECKNX 1 MONEeKYNAPHbIX MapKepoB (MyTaumn B reHax EZH2 n ASXL1)
JOJXKHbI 06CyXaaTbCcA MHAMBUAYaNbHO. B rpynne HM3KOro pucka TpaHcnnaHTaumsa
BbIMOMHAETCA JOCTAaTOMHO pPefKo, BO3MOXKHO MCMOMb30BaHMe 3TOro MeToAa fleyeHunn
y NaumMeHTOB OYeHb MONIoforo Bo3pacta. Monopple 60sibHblE C MPOMEXYTOUHbIM-1
N HU3KMM PUCKOM TPebyloT akTUBHOIO HabnogeHVs, U NpX NepBbiX NPU3HaKax npo-
rpeccpoBaHua 3aboneBaHua criefyeT 06CYKAaTb BO3MOXHOCTb BbIMOSIHEHUA afl-
no-TICK. M® nocne UCTUHHOWM NOANLUTEMUMN U SCCEHLUMANBHO TPOMOOLMTEMUN TaK-




e ABnsieTcA nokasaHuem K anno-TICK ana naumeHToB monoxe 65 net. Micnonb3oBaHune
nHrnéutopos JAK nossonfer yMeHbWWTb CRAEHOMEranui, KOHCTUTYLIMOHaNbHble
cumnTombl neped annoTICK 1 Tem cambiM ynyulwnTb pesynbTaTbl TPaHCNAaHTauun. Ay-
TonornyHas TICK He pekomeHZoBaHa 60nbHbIM ¢ MO.

AnnoreHHasa TICK

AnnoreHHasa TTCK
AnbTepHaTUBHbII
MO CoBMeCTUMbII | HepoacTBeHHbI ?&t?ﬁwo _?lyg;nomwaﬂ
POACTBEHHbBINV COBMECTUMbIN T
AOHOP (c6nMH) | AOHOP ranionaeHTUYHbIN,
NynoBrHHasA KPOBb)
MepsuuHbin MO ¢
NPOMEXYTOUYHbIM-2/Bbl-
cokum prckom DIPSS nnu
BbICOKUM puckom IPSS70/ OBAITE ME
MIPSS70-plus CraHpapr (I1) CraHpapr (I1) CraHpapr (I1) PeKoMeHA0BaHO
BropuuHbln M® ¢ (i
NPOMEKYTOUYHbIM-2/Bbl-
COKVIM PUCKOM MO LWKane
MYSEC-PM

Mwuenogucnnactunyeckum cuigpom (MAC)

AnnoreHHasa TpaHCMMaHTaLUMA OCTaeTCcA efMHCTBEHHbIM MOTEHUMaNnbHO K3NeynBato-
Wum meToaom Ana naumeHtoB ¢ MAC BbICOKOro pucKa, OfHaKO ee BbIMOJIHEHME Ya-
CTO OrpaHMyeHO BO3PacTOM 1 COMYTCTBYOLWMMN 3aboneBaHmAMM. PacnpocTpaHeHune
PEeXMMOB KOHANLIMOHMPOBAHMWA CO CHMPKEHHOWN MHTEHCUBHOCTBIO 403 MO3BOJIIIO pac-
LWINPUTL MOKa3aHUA Ha rpymnny naunueHToB MNOXKWJIOro BO3pacTa 1 NaLMeHTOB C Hey10B-
NeTBOPUTENIbHBIM COMATUYECKNM CTaTyCOM. BaxkHyto posib MrpatoT XxapaKTepuCTUKM 3a-
6oneBaHuA, BNvALWMe Ha prUcK TpaHchopmaumm B OMJ1 1 BbikmBaemocTb. Hanbonee
aKTyaslbHbIMM cucTeMamm cTpaTudurKkaumm pucka asnatoTca wkanbl IPSS-R n IPSS-M.
TpaHcnnaHTaumaA ABNAETCA CTaHAAPTOM NleYeHUA AA NaumeHToB BbICOKOro pucka. Og-
Hako pelleHne o nposeaeHun anno-TICK B MpomeXXyTouHoW rpynne pucka Tpebyer
WHAVBYAYanbHOro nogxogda. lMokasaHUAMM K TpaHCMNaHTaUUM B 3TON rpynmne ciay»at:
HebnaronpuUATHLIN reHeTUYeckne aHoManun, pedpakTepHOCTb K remoTpaHcdy3nam,
BblpaeHHbI ¢pnbpo3 KocTHoro mo3sra. OcTanbHbIM NaLMeHTaM NPOMEXKYTOUHOTO pu-
CKa peKoMeHayeTCA HauMHaTb C HeTPaHCMIaHTaLMOHHbIX MeTO0B nedyeHns. Takum o6-
pa3om, Bbibop cTpatermum npu MAC TpebyeT KOMMEKCHON OLeHKN Kak 3aboneBaHus,
TaK 1 06LLero cocToAaHNA NaumeHTa.

AnbTePHATUBHbBIN
CoBMeCTUMbIN OoHop
MIC DoncracH. HepoacTseH- | (uactiurio- /T\}’CT;"W'”H”
M HbIA COBMECTU- | HECOBMECTUMbII,
OO Mblii OHOP rannougeHTY-
(cn6amHr) HbIl, NYNOBUHHAA
KPOBb)
. . O6blYHO He O6bIYHO He O6bIYHO He
OueHb HU3KNIA N HA3KUIA PUCK CKOMEHIOBA- | DeKOMEHIOBA- O6bIYHO He peKo- CKOMEHIOBA-
(IPSS-R unn IPSS-M) P A P A mengosaro (I) | P A
Ho (Il) Ho (Il) Ho (1)
Mpome>xyTouHbIi puck IPSS-R, 6e3 Merog paspa- | Meron paspa- | Metog paspata- O6bl4HO He
LOMOJNIHUTENbHbIX haKTopoB. Unn pekomeHIoBa-
- . 6atbiBaetcs (1) | 6atbiBaetca (Il) | ThiBaetca (I1)
yMepeHHbIN-HW3KNN puck IPSS-M Ho (II)
MpomexyTouHbil puck IPSS-R nnn O6bIYHO He
yMepeHHbI-Hu3Kni puck IPSS-M, | Crangaprt (1) CraHpapr (I1) CraHpapr (I1) peKkomeHzoBa-
C AONONHUTENbHBIMU pakTopamu Ho (Il)
BbICOKMI 1 OYeHb BbICOKNI PUCK
IPSS-R (IPSS-R), ymepeHHbI-BbICO-
KWW, BbICOKMIA 1 OYEHb BbICOKUI SR e (I el
IPSS-M)
BropuyuHbiii OMJ Crangapr (I) CraHgapr (1)

XpoHuueckuin numeoneinkos (XJI1)

MosasneHne UTK bpyToHa 1 nHrmértopa BCL-2 KapanHanbHO M3MEHWUNO NOAXOAbI K fie-
yeHuto XJIJT n nokasaHMA K TpaHCMIAHTaLMM reMOMO3TUYECKNX KITETOK. TeM He MeHee
anno-TICK npwu XJ1J1 ocTaetcA eguUHCTBEHHbIM NOTEHLMANBHO N3N1€YMBAKOLNM METO-
[OM A/ NaLMeHTOB BbICOKOIO pUCKa M C PE3UCTEHTHOCTbIO K 3TUM npenapaTam. Pe-
LUeHMe O BbINOJIHEHMM TPAHCMIAHTaLMUN B KaXX4OM CJlyyae AOMKHO OblTb OCHOBAHO Ha
OLIeHKe PUCKa 1 MOJIb3bl, @ TaKXKe MNOTPEOHOCTEN 1 NOXKeNaHNI NauueHTa.

MauwmeHTbl ¢ peungmsupyowmnm/pedpaxtepHbim XJ1/1, KOTopble ncuepnany OCHOBHbIE
BapuvaHTbl Gpapmakonornyeckon Tepanuu (BKyas nocsiefoBaTesibHoe npriMeHeHne
NHrMbutTopoB BTK 1 pexxmmoB Ha OCHOBe BeHeTOKJlaKca), MOTyT paccMaTpmBaTbCA
[ANA NpoBeAeHnA KNeToyHom Tepanuu, Bkitovas anno-TICK unn CAR-T-Tepanuto, nm6o
ANA y4YacTuA B KNMHMUYECKMX NCMbITaHMAX. be3 Tepanum y Takmx NaumeHTOB C ABONHOWN
pedpaKkTepHOCTbIO OXKnAaemMas NPOAOIHKUTENIbHOCTb XIM3HW COCTaBNAET 4—6 MeCsLEB.
MNpw 3TOM KneToyHaa 1 TapreTHasA Tepanua He ABAAIOTCA B3aUMOMUCKIIOYAOLWNMN 1 MO-
ryT NPUMEHATbLCA CUHEPTMYHO AJ1A PACKPbITMA UX MOMHOrO NoTeHumana.

OT1genbHO cnegyeT oTMeTUTb, 4To anno-TICK gomkHa paccmaTpmBaTbCA Y NauMeHToB
¢ XNN v conytcteytowmm MAC, a Takke Npu KNOHanbHON arpeccnBHo TpaHcdopma-
unn XJ1J1 (Hanprmep, cuHapom PrxTepa), He3aBUCKMO OT CTafuK TeYEHUA OCHOBHOTO
3aboneBaHus.




AnnoreHHaa TpaHCMIaHTaLMA KOCTHOrO MO3ra
AnbTepHaTmB-
Cosmec . HbI JOHOP A R
BMECTUMbII _ s
X1 HepoacTaen- (yacTmuHo yTonornyHaa | C KneToyHas
POACTBEH- o HecoBmecTu- | TICK Tepanusa
M Hbll COBMECTU- ”
Hbll1 JOHOP . Mbll, Fanio-
(cn6nuHr) MbIV JOHOP NEHTUYHBIN,
nynoBuHHasA
KPOBb)
Bbicokuin puck
nnm pedpaktep-
HOCTb/peungmns O6bIYHO He
. | KnuHnyeckas | KnuHuueckaa | KnuHunueckas KnnHunuyeckasn
rocne TapretHon onuwmsa (Il) onuws (Il) onuws (Il) PeKomerAoBa- onuwmsa (Il)
Tepanuu NHrMéu- Ho (Il)
Topamu BTK
n BCL-2
O6bIYHO He
TpaHchopmavs Crangapr (Il) Cranpapr (Il) CraHpapr (Il) eKOMeHA0Ba MOLTTRIEEER)
Puxtepa Aap Aap Aap Eo a A onuwua (1)

KpynHoknetouHas B-knetouHasa numdpoma (KBKJ1)

CAR-T kKneToyHas Tepanua JEMOHCTPUPYET BbICOKYI0 3G EKTUBHOCTb B Tepanuu Kpyn-
HOKNEeTOYHON B-knetouHol numdomebl. TepaneBTuyeckuin naHawadpT n ponb ayto-TICK
npeTepreBaloT 3HaUNTENbHbIE N3MeHeHWA. [nA naureHToB ¢ pedpakTepHbiM 3abore-
BaHMEM N PaHHUM peunansom (<12 mecALeB) CTaHAAPTOM BTOPOW IMHUN ABNAETCA
CAR-T Tepanus, NokasaBsLlUasa NperMyLLecTBO B BblXKMBaeMoCTn 6e3 nporpeccmpoBa-
HUA 1 06LLEN BbIKMBAEMOCTY Nepea XxMMmnoTepanuen ¢ nocneaytoulen ayto-TICK. Ana
NauneHToB C XMMNOYYBCTBUTENbHBIM UAW NO3AHMM peunaneoMm, ayTto-TICK ocTaetca
3¢ ¢deKTUBHbIM BapuaHToM fiedeHuna. Anno-TICK B OCHOBHOM paccmaTpurBaeTca Kak
BO3MOXHaA onuma nocne Heygaum ayto-TICK unun CAR-T kneTtouHowm Tepanuun. [naBHbIM
dakTopom, BnvALWmUM Ha pe3ynbTatbl TICK, ABnAeTca ctaTyc 3aboneBaHnA Ha MOMEHT
TpaHcnnaHTauun. Haunyudwmne pesynbraTbl MOryT ObiTb MOMy4YeHbl NPy NPOBeAeHUN
TICK B MOMEHT MakcMarnbHoro adgdekta NpoTNBOOMNYXONIEBON XMMMOTEpPanmm, No3To-
My cpok nposegeHua TICK kputuyeH. TpaHcnnaHTauumio cnegyeT NaaHNMPOBaTh B Hava-
ne neyeHna peumamaa. Mpu nepsruHon numdome LIHC B nepsoii pemuccun ayto-TICK
ABNAETCA CTaHAAPTOM JleUeHMs, B TO BPeMA Kak Npu peuunanee/pedppakTepHOCTH pac-
cmaTtpumBatoTca Kak ayTto-TICK, Tak n CAR-T tepanus.

AnnoreHHas TPaHCM/IaHTaLMA KOCTHOrO Mo3ra

AnbTepHaTnB-
CoBMeCTUMbIN Hbllt AOHOP
[IBKK B b HepoacTeeH- (4acTyHO- AyTonornyHasa | CAR-T-kneToyHas
POACTBEH- " HecoBmecTu- | TICK Tepanua
M HbIi COBMECTU- »
HbIVi LOHOP . MblVA, ranso-
(cn6nnHr) MbIV AOHOP VNOEHTUYHBIN,
nynoBM1HHaA
KPOBb)
onHbi oTeer 1 O6bIYHO He O6bIYHO He O6bIYHO He
NpPOMeXyTou- Knuhnueckas | Metog pa3paba-
. . peKoMeHOBa- | peKOMEeHLOBa- | peKoMeHAoBa-
HbI/BbICOKUI onuws (1) TbiBaetca (Il
Ho (Il Ho (II1) Ho (II1)
puck IPI
MNepBuuHo-ped- | OBbIYHO HE O6bIYHO He O6bIYHO He O6bIYHO He
pakTepHoe pPEKOMeH0Ba- | pekoMeH[oBa- | peKoMeHAoBa- | pekomeHfoBa- | CraHaapT (1)
TeyeHue Ho (1) Ho (Il) Ho (Il Ho (I11)
PaHHuin peungms, | O6bIYHO He OO6bIYHO He O6bIYHO He O6bIYHO He
XrMmmopedppak- PEKOMEHOBA- | peKOMeH[0Ba- | peKOMeHAOBa- | pekomeHfoBa- | CraHaapT (1)
TEPHBbIN Ho (1) Ho (I1) Ho (II) Ho (I)
XMMMOL‘}’BCTBM_ O6bIYHO He O6bIYHO He O6blYHO He
TENbHBIV PeUy- eKOMEHAOBa- | PEKOMEH[0BA- | peKoMeHA0Ba- i CraHpaprt (1)
OUB, NONHbIN P P P onuws (Il) P
Ho (Il) Ho (1) Ho (1)
oTBeT =2
Mo3gHunin pe- O6blYHO He O6bI4HO He O6bIYHO He
. KnuHnueckan
LUMaMB, NOMHBbIA | peKOMEHJO0Ba- | peKoMeHAoBa- | pekomeHgoBa- | CraHaapT (I1)
onuwms (Il)
oTBeT =2 Ho (Il) Ho (1) Ho (IIl)
Peuungus, npo- O6bIYHO He
KnuHnueckaa | KnuHuyeckaa | KnuHuyeckas O6bIYHO He peKo-
rpeccna nocne onywua (1) onuwua (1) onuwua (1) PEKOMEHAOBA- meHgoBaHo (II1)
CAR-T Ho (I11)
O6bIUHO He
Peungne KnuHnueckaa | KnuHunyeckaa | KnuHuyeckas
pekomeHngoBa- | CraHgapr (I1)
nocne ayto-TICK | onums (1) onuywua (1) onuwua (1) Ho (Ill)
Mepsunan O6bIYHO He O6bIYHO He O6blYHO He
numdoma LIHC, O6blYHO He peKo-
pekoMeH[oBa- | peKoMeHAoBa- | pekomeHaoBa- | CraHgapr (I1)
nepsas IMHNUA meHgoBaHo (II1)
Ho (1) Ho (I1) Ho (1)
Tepanuu
fepauHas O6bIYHO He O6bIYHO He O6bIYHO He
numdoma LIHC, KnuHuyeckasa | KnuHuuyeckasa
nocnenyouve peKoMeHOBa- | peKOMEeH[OBa- | peKOMeHAoBa- onus (1) onuus (1)
— Ho (Il Ho (Il Ho (Il




O®onnukynsapHasa numépoma (OJ1)

BONbLWNHCTBO MALMEHTOB C NPOABUHYTHIMY CTaaMAMN GONNNKYNAPHON NUMGOMbI MMe-
0T AJIUTENIbHYIO BbKMBAEMOCTb 6€3 MPOrpeccMpoBaHUs Nocsie MHAYKLMOHHON Tepanim
1 NoafepKunBaioLwero ieveHns, n nm He pekomeHgosaHa TICK nepson pemunccun. Pa-
Hee He fleyeHHble NauueHTbl ¢ OJ1 ¢ TpaHChOpMaLMen B arpeccrBHyO NMMGOMY JOMK-
Hbl leunTbCcst Mo npoTokonam ansa ABKKI (guddysHoi B-kpynHokneTouHom numombi).
AyTo-TICK ABRAEeTCA KNMHMYECKON onumen A naumeHToB ¢ TpaHchopmupoBaHHon OJ,
€CNIN OHW paHee NonyYany XMMUOUMMYyHoTepanuio. MNauuneHTbl ¢ HeTpaHchOpPMMPOBaH-
Hoi OJ1 Bo BTOpOW Unm nocnegytoLen peMmmccuy, a Takxe naumeHtsl ¢ POD24, nomxHbl
paccmaTpuBaTbCA Kak KaHauaaTbl Ha ayTo TTCK. Anroprtm neueHus GonmKynnapHom nMm-
bombl MeHAeTCA. AKTVBHO BHeAPAOTCA B NPaKTUKy brcneyunduueckne aHtitena n CAR-T
KnetouHas Tepanua. AnnoTTCK pekomeHnayeTca npu peuuamsax nocne aytolTCK, ecnm Te-
panua CAR-T-kneTkamm HegoOCTyrMHa.

T-KneTouHble NMM¢OMbI

T-kneTouHble NMMOMbI OCTaloTCA rpynnon 3aboneBaHUn ¢ HebNaronpUATHLIM MpPo-
rHosoM. Ana nepudepuyecknx T-KNETOUHbIX MUMPOM C pedpakTepHbIM U peLunan-
BMPYIOLLMM TeYeHMeM 3a NocsiefiHe roAbl Hakonunacb AokKasaTenbHaa 6a3a, cBuge-
TenbcTByOWaA 06 3ddeKTMBHOCTU BbiNonHeHUa anno-TICK. CraHgapTom Tepanuwu
XVIMUOYYBCTBUTENIbHOTO peunamnBa, To ecTb 2-a 1 6onee pemuccun nepudepuydeckimx
T-kneTouHbIx NuMmdom, ctana anno-TICK ot HLA-coBMeCcTUMoro poacTBeHHOMO N He-
POACTBEHHOrO fOHOpPa, Kpome Toro, TITCK oT rannonaeHTMYHOro AoOHOpa paccmaTpu-
BAeTCA Kak TepaneBTuyeckasa onuus. MaeHbIM ¢akTOpOM, BAAIOWMM Ha pe3ynbTaThl
TICK, aBnAetca ctatyc 3abonesaHns Ha MomeHT TICK, no3ToMy XMMMOYYBCTBUTESb-
HOCTb peungmBa ABNAeTcA 06A3aTeNbHbIM yC/I0B/eM. Haunyuwmne pesynbtaTbl MOTYT
6bITb NonyyeHbl Npu nposefeHnn TTCK B MOMEHT MakcMmanbHoro sddekta npoTu-
BOOMNYXOSIEBOV XMMMHOTEpPanuu, nostomy cpok nposeaeHua TICK kKputuyeH. TpaHc-
nnaHTaumio cnefyeT NnaHNMPOBaTb B Havane neyeHnsa peuranBaa. lNepBryHble KoXHble
T-kneTouHble NMPOMbI Ha paHHeN CTaaUM NMEeIOT OTAIMYHbIE Pe3yNbTaTbl IeYeHNUs, YTo
ABNAETCA NPUYNHON OTCYTCTBUA pekomeHAauun ana TICK. Tem He meHee maumeHTbl
c 6onee npoasuHyToW ctaguein no EORTC/ISCL (IIB-1V) nmetoT He6naronpuaTHbIN Npo-
rHo3 Ha PoHe cTaHAAPTHOro neuveHna. Anno-TICK B 3Toi rpynne nayueHToB NprBO-
OUT K KIMHUYECKN 3HAUYMMOW 1 CTOMKOW peakuumn TpaHCnaaHTaTa npoTme TMMGOMbI.
Ha ceropgHAWHMI feHb NpoaoKaloTca nccnenoBaHna adpdexkTneHocTr anno-TICK npu
NepPBUYHBIX KOXHbIX T-KNeTOUYHbIX MMMPOMaXx, N faHHaA peKoMeHauna oCcTaeTca Tepa-
NeBTUYECKOW Onuuen.

AnnoreHHas TICK

YacTnyHo-HecoBme-

AnnoreHHas TpPaHCMNaHTaLMA KOCTHOro Mo3ra
AnbTepHaTyB-
Qonnvkynapran | CoBMeCTUMBIA |, (AT (2fX 1)) AyTonoruuHaa | CAR-T-knetou-
numdoma pOACTBEH- B e [ 17 Has Tepanus
N HbIi COBMECTU- | COBMECTUMbIN, @
RIS Afeliie}D Mbli1 JOHOP ranpom,ququ-
(cnbnuHr) HbIVA, MYMOBWH-
Has KPOBb)
1-a pemncens, O6bIYHO He O6bI4HO He O6bIYHO He O6bIYHO He O6bIYHO He
6e3 TpaHcdop- pEeKoOMEH[OBa- | peKOMEeHJOBa- | PEKOMEHAOBA- | peKOMeHAOoBa- | PEKOMEHAO0BAHO
Mauum Ho (1I) Ho (II) Ho (111) Ho (1) (1)
1-7 pemucens, O6bIYHO He O6bIYHO He O6bIYHO He KnnHuieckas O6bIYHO He
C TpaHchopma- pPEKOMeH0Ba- | peKoMeH[0Ba- | peKoMeHAoBa- PeKOMeHA0BaHO
. onuwua (1)
yumen Ho (1) Ho (1) Ho (1) (1)
Xvmmnouys-
CTBUTENbHBbIN O6bIYHO He
KnuHnuyeckasa | KnuHuyeckas Metop pa3paba-
peunaus, 2-A pekomeHnpoBa- | CraHgapr (II)
onywua (Il onuwua (Il TbiBaetca (Il
v 6onee nonHas Ho (1)
pemuccna
3-a 1 6bonee non-
O6bIYHO He
Han pemncena Crangapr (1) Crangapr (Il) AL S ekomeHaoBa- | CraHgapt (Il)
nocne ayTo-TrCK P P onuws (Il p P
Ho (1)
B aHamHe3e
O6bIYHO He O6bIYHO He O6bIYHO He O6bIYHO He
Pe3ncteHTHOCTb | peKOMeH[OBa- | PEKOMeHAOBa- | peKkoMeHAoBa- | pekomeHpaoBa- | CraHpapr (I1)
Ho (IIl) Ho (1I) Ho (111) Ho (1)
O6bIYHO He
Mocne Heypaun KnuHnueckasa | KnuHuyeckaa | KnuHuyeckas MeTop pa3paba-
peKkomeHA0Ba-
CAR-T Tepanuu onywua (1) onuwma (1) onuwua (I1) Ho (Il TbiBaetca (Il)

CosmecTu- | CoBme- CTVMbIVi anbTePHATHB- . CAR-T-Kne-
7 o " - TONOrMNY-
[viarno3 Mblii pop- | cTumbiin | HbI AOHOP (wacTuy- | Y TOYHas
CTBEHHDIA | Hepoa- HO-HecoBmecTUMbIn | Haa TICK
P . | HepoacTBeHHbIi 2RI
LloHOp CTBEHHBIA | noHop, MynoBUHHAS
(cnbnmHr) | moHop KPOBb, raniongeH-
TUYHBIN JOHOP)
MNepudepunueckan T-knetouHaa numopoma
O6bIYHO He
KnuHnueckan
1-a pemuccuns peKomeHAo-
onuwms (Il)
BaHo (Ill)
KnuHnueckas | O6bIYHO He
2-a 1 bonee pemmccus, CraHgapt | CraHgapT | KnuHuyeckas
N onywua (1) peKkomeHpao-
XUMNOUYBCTENbHbIN n (I onuywma (1)
BaHo (Ill)
KnuHnue- | KnuHunue- O6bl4HO He | OBbIYHO He
2-7 1 bonee pemmccus, KnuHunuyeckan
N cKan cKan PEKOMEHAO- | peKoMeHA0-
XVIMUOYYBCTESIbHbI onuywua (1)
onuua (I) [ onuwms (1) BaHo (Ill) BaHo (Ill)




AnnoreHHasa TICK
YacTnyHo-HecoBme-
CoBmecTu- | CoBme- CTVIMbIVi anbTepPHATUB- N CAR-T-Kn1e-
. . i 5 TONOMNY-
[lnarHos Mblit pod- | cTumbiin | HbIA IOHOD (HacTuy: Y el
——— fre— HO-HecoBmecTumMbIn | Hasa TICK
POA” | HepogpcTBeHHbII U oRIAE:
ZIOHOp CTBEHHBIV | noHop, NynoBUHHas
(cnbnuHr) | moHop KPOBb, raniongeH-
TUYHBIN AOHOP)
MepBryHas koxHas T-kneToyHas numdoma
O6bIuHO O6bIuHO
He peKo: He peKo: O6bIUHO HE pEKOMEH CEEDmD | QTR
EORTC/ISCL ctagunm I-IIA P P P PEKOMEHAO- | peKoMeHAOo-
MeHJoBa- | mMeHpoBa- | gosaHo (IIl)
BaHo (Ill) BaHo (Ill)
Ho (1) Ho (Il
KnuHnue- | KnuHunye- e SR AR O6bIYHO He O6bIYHO He
EORTC/ISCL ctagun lIB-IV | ckanA cKas eTcs (Illl)) P peKomeHAo- | pekomeHAo-
onuwua (1) | onuwmsa (111) BaHo (Ill) BaHo (Ill)

MaHTunnHoknerouHasa numpoma (MKI)

AyTo-TICK ocTaeTca ctaHAapTOM KoHconugaumn 1-i pemuccnn y naumeHtos ¢ MKJI
Mosoxe 65 net. Bo sTopon nuHum aytoTICK ABnAeTca onuuen ana naunmeHToB, paHee
He MonyyYaBWMX TPAHCMMAHTaLMIO U OTBETUBLUMX Ha XMMUOMMMYyHOTepanuio. Vve-
lowmeca AaHHble He CBMAETeNbCTBYIOT O nonb3e anno-TICK npn MKJ1 B nepson non-
Hom pemuccun. Mpn neveHnn peunamneos anno-TICK asnaeTca onumen gna naumneH-
TOB, He umetowmx goctyna Kk CAR-T-kneTouHom Tepanumn unu Tex, y KOTopbix neyeHmne
CAR-T-kneTkamu oka3zanocb HeadpdekTusHbIM. Tepanua CAR-T Tepanus nokasaHa 60sb-
HbIM C Heyflaue Kak MUHMYM [BYX NpeablayLumx MUHUIA NTeYeHns, BKIloYasa Tepanuio
NHrnéutopamm BTK.

AnnoreHHas TpaHCMIaHTaLUMsA KOCTHOrO Mo3ra
CoBMme- CoBMme- YacTUuHO-HeCOBMECTUMbIN " CAR-T-Kne-
o o 7 TONOrNY-
MK CTUMBIT CTUMBIT (aanepHaTVIBHbIVI AoHop | 7Y OTJ"F%K TR
YaCTUYHO-HECOBMECTUMbIN | Has
POACTBEH- | HEPOA™ | L apopcTBEHHbIN HOHOP, epanzs
HBIN AOHOP | CTBEHHBIN | nynoByHHasA KPoBb, ranyio-
(cubnuHr) | poHop NAEHTUYHBIA [OHOP)
06bI4HO He | O6bIUHO He MeTop
O6bIYHO He peKOMEeH0Ba-
1-a pemnccna pekoMeH- | pekomeH- | an Cranpapr (I) | paspabartbl-
noaHo (Ill) | mosaHo (Il Baetcs (Il)
2-A 1 6onee pe- Knununue- | KnuHnye- MeTtop
MeTop pa3pabatbiBaeTca KnuHunyeckan
muccna 6e3 nbTK | ckaa onums | ckas onuua pa3pabaTtbi-
(D) onuus (Il)
B aHamHe3e ()] (U] Baetca (Il)

AnnoreHHas TpaHCMIaHTaLMA KOCTHOro Mo3ra
CoBme- CoBme- YacTUYHO-HECOBMECTUMbII A CAR-T-Kre-
MK CTUMbIiA CTUMbIA ?“bTePHaTV'BHbWI AOHOp VT?F%'Z'”' TouHas
YaCTUYHO-HECOBMECTUMBIN | Has
OACTBEH- | HEpOA- o
poA POA~ | epoacTBeHHbIN AOHOP, I
HBIVI IOHOP | CTBEHHBIV | qynogrHHAsA KPOBb, ransio-
(cnbnuHr) | poHop VAEHTUYHBIN JOHOP)
2-a 1 bonee
KnuHunye- KnuHunye- MerTop,
pemmnccuma nocne Metop pa3pabaTtbiBaetca KnuHunueckas
CKasa onuua | ckaa onyua pa3pabartbl-
1 nUHUKU Tepanun an an ()] e (0 onuwua (1)
MBTK
Pemuccma nocne | KnuHunue- KnunHnue- O6bIYHO He
2, nocne Tepanuu | ckaa onuma | ckas onuma | KnuHnyeckas onuus (I11) pekomeHfo- | Crangapr (II)
nbTK () () BaHo (Il)
KnuHnue- KnuHnue- O6bIYHO He
Peunane CKas onumA | ckaa onuusa | KnuHnyeckasa onuusa (111) pekomeHgo- | CraHgapr (II)
(I (I BaHo (Il)

Ninmpoma XogrkkuHa (J1X)

Bbicokopo3Has xumuoTtepanus ¢ ayTo-TICK Ha cerofHAWHMI AeHb OCTaeTcs obulenpu-
3HaHHbIM CTAaHAAPTOM JlIeYEHUs MALMEHTOB B CJlyYae HEJOCTaTOUYHON 3PPEeKTUBHOCTY
Uy peunanBea Knaccmyeckon numeombl XogkKirHa (KJ1X) nocne xummuotepanum 1-i nu-
HUW. B neyeHnn pesmcteHTHbIX popm 1 peungmsos KX nocne ayto-TICK npomrsownu
3HaumMTeNbHblE U3MEHEHWA Gnarofapsa LWMPOKOMY BHEAPEHMIO TAPreTHOM 1 UMMYHO-
Tepanuu. B To e Bpema coxpaHsaeTcsa ctatyc anno-TICK Kak metoga ¢ Hanbonbwmnm
NOTEHLMANOM K M3JIeUYeHUNIO NaLMeHTOB 3TON Taxenon rpynnbl. Pesynbratel anno-TICK
3HAUMTENbHO YNYYLIMANCL 6arofaps NPYIMEHEHNIO PEXXUMOB KOHAULVIOHMPOBAHMS
CO CHVIXXEHHOW TOKCUYHOCTbI, HOBbIX MOAXOAOB K MPOGUNIAKTUKE peakuuy «TpaHC-
NAaHTaT NPOTMB XO3AMHA», @ TakXKe HOBbIX JIEKAPCTBEHHbIX MpenapaToB, NO3BOAL0-
Wwux gobutbca uutTopenyKkuumn nepes anno-TrCK y 6onbwmnHCTBa NaymeHToB. B cnyuae
XVIMMOPE3UCTEHTHOCTM (HE3DPEKTUBHOCTU XMMUOTEPANUN 2-1 IMHUK, PeuuanBa uim
HeaddpekTBHOCTM ayTo-TICK) HacToMuMBOE NPOLOIKEHNE XUMNOTEPANUN HE MOXET
paccmaTpmBaTbCA B KauecTBe NepcrnekTMBHOroO noaxoda. B Takux cnyvaax uenecoo-
6pa3Ho npoBefeHVe Tepanun 6PEeHTYKCMMAaboM BeAOTUHOM unu aHTu-PD-1-aHTuTe-
namu. NMocKonbKy Havnydlume pesysbTaTbl MOFYT ObITb MOJyUYeHbl NMPU NPOBEAEHUN
anno-TICK B MOMEHT MaKCMMasbHOrO OTBETa OMyXOJi Ha Tepanuio, KOHCYNbTaLluio
OTHOCUTENIbHO CPOKOB MpoBefeHns anno-TICK uenecoobpasHo NpoBecTy B Havane
neyeHna peunanBaa.




AnnoreHHasa TICK
CoBme- CoBme- YacTMyHO-HeCOBMECTUMBIN
X CTUMBI CTUMBI al'leepHaTMBHbll;l [lOHOP AyTOJ'IOFVILI' CAR-T-knetou-
~ ~ (4acTyHo-HecoBmecTMbIN | Haa TICK Has Tepanus
po'c,‘CTBeH HepoA . | HepopcTBEHHDIN fOHOP,
HbI IOHOP | CTBEHHDBIN | qynogyHHAsA KPOBb, Fanio-
(cnbnuHr) | poHop VNAEHTUYHBIN JOHOP)
O6blYHO He | OBbIYHO He O6bIUHO He O6bIYHO He
O6bIYHO HE pEKOMEH0BA-
1-9 pemnccna | peKOMeH- | peKomeH- PEKOMEHAO- | peKoMeHAOo-
Ho (1)
nosaHo () | poaHo (Il BaHo (I) BaHo (Ill)
Xvmmnouys-
CTBUTENbHbIN MeTop MeTop O6bIYHO He
O6bIYHO HE pekoMeHa0Ba-
peunane 6e3 pa3pabartbl- | pa3pabaTbl- Crangapr (1) peKkomeHpo-
Ho (Il)
ayToTICK B saetca (Ill) | saeTca (Ill) BaHo (Ill)
aHaMHese
Xvmmnouys-
. O6bIYHO He
CTBUTESIbHbIN CraHgapt | CraHgapt Knununueckan
Crangapr (1) pekomeHzo-
peungus nocne | (Il) (1 onuwus (I1)
BaHo (Ill)
ayTo-TICK
MeTtop MeTtop O6bIYHO He
Pe3ucreHT- MeTop pa3pabaTtbiBaeTcs KnuHunueckas
HoCTh pa3pabartbl- | pa3pabatbl- () S peKomMeHzo-
Baetca (Il) Baetca (Il) u BaHo (Il

Makporno6ynuHemusa BanbgeHctpema (numdponnasmouymntapHas
numéoma c IgM rammanaTtuen)

C nosBneHuem 6oree 3GPEKTUBHBIX HOBbIX MPEMAPATOB B TEPANM MaKpPOMIOOYIMHEMUV
BanbpeHcTpemMa (pUTYKCMAb, aHanorn MypuUHOBLIX OCHOBAHWN, WHMMOWTOPbI MPOTEACOM,
KVHa3Hble MHMMOUTOPbI) CTPATErnst C NCMoMb3oBaHeM ayTo-TICK B KauecTBe KOHConmpa-
UMK 1- PEMUCCAN CTAHOBUTCS BCE OOJSIEE COMHUTENIBHOM U He [O/KHA PEKOMEHAOBATHCA
BHe KNMHnYecKkux nccnegosanun. Ayto-TICK cnegyeT paccmaTprBaTh Kak TepaneBTUyecKyo
onumio Npu 1-m peuuaree 1 4is NaLuyMeHTOB, KOTOPbIM TPebyeTcs bonee OfHON NNHNM Tepa-
num gna goctuxkerma pemmccun. Anno-TICK paccmatprBaeTca B KauecTBe TepaneBTUYecKon
onuuUM TONbKO AJ1A MONOAbIX MALNEHTOB C arpecCUBHbBIM KTMHUYECKUM TeUYEHNEM WU BbICO-
KM pUCKOM 3aboneBaHns cornacHo wikane IPSS. HecmMoTps Ha To UTo ueTKoe onpepeneHne
arpeccrBHOMO TeUeHUsA MaKpornobynmHemMny BanbaeHcTpema oTcyTcTByeT, anno-TICK MmoxeT
paccmaTpmBaTbCA Y NALMEHTOB C KPAaTKOBPEMEHHbIM OTBETOM MW PE3UCTEHTHOCTBIO K XUMU-
OVIMMYHOTEpAnuy, a TaKKe K JIEYUEHIO Ha OCHOBE MHIMOUTOPOB MPOTEACOM U/WUSN KNHA3HbIX
UHIMOUTOPOB. Mp1n 3TOM HEOOXOAVIMO YUMTbIBATb, UTO AAHHbIN MOAXOA TPEOYET TLIaTeNbHOM
OLIEHKM P1CKOB 1 MPEeNMYLLECTB B Ka>KAOM KOHKPETHOM Ciyyae.

AnnoreHHasa TICK

Makporno6bynu- Cosme- CoBme- 4acTMYHO HECOBMECTVMbIN PR—— CAR-T-kne-

HemuA BanbaeH- CTUMbIN CTUMBII anbTepHaTUBHbIN OHOP | AY ——
(4acTrUHO HecoBMeCcTUMbIN | Haa TICK

cTpema pOACTBEH- | HEepOoA- Tepanus

HepOLCTBEHHDBIN JOHOP,
nyrnoBUHHAas KPOBb, ranso-
VNAEHTUYHBIV JOHOP)

Hbl! JOHOP | CTBEHHbIN
(cnbnuHr) | poHop

O6bluHO He | O6bIYHO He
peKomeHfo- | pekomeHao-

O6bIYHO He | OBbIUHO He

OG6bIYHO He peKOMEeHA0Ba-
peKoMeH- | peKomeH-

1-
A peMmmccna e (l“)

nosaHo () | goaHo (Il BaHo (I) BaHo (Ill)

XvMnouyBCTBM-
Vy O6bI4YHO He | O6bIYHO He KnuHunue- O6blYHO He

TeNbHbIV peunauns, O6bIYHO HE peKoMeHA0Ba-

PEKOMEH- | PEKOMEH- CKas onuusa | pEKOMeHfo-
2-A 1 nocnepyto- Ho (1)

nosaHo () | goaHo (Il () BaHo (Ill)
LMne pemmccum
Bbicokui puck,
MHOeCTBEH- O6bI4YHO He | O6bIYHO He KnuHunue- O6bIYHO He

MeTop pa3pabaTtbiBaeTca

Hble peuVAanBbI, PEKOMEH- | pEKOMEH- () cKas onuus | peKOMeHAo-
pedpaktepHoe nosaHo (lll) | gosaHo (lll) (1) BaHo (Il)
3aboneBaHune

Jinmpombl y BUM-mHMUMpOBaHHbIX NaLieHTOB

MpoTrBOONYXONEBas Tepanus, TPAHCMIaHTaLMA reMOMNO3TUYECKIMX CTBOMOBbIX KNeTok 1 CAR-T
KNeToyHaa Tepanua y naumeHToB ¢ BY npoBognTca B COOTBETCTBMM C pekoMeHAaumMAMN No
Tepanum numdom 6e3 BUY nHbekLmmn, ofHaKo cnefyeT yunTbiBaTb HEKOTOPblE 0COOEHHOCTN.

WMHduumpoaHHble BAY naumeHTbl OTHOCATCA K Fpynne NOBbILIEHHOTO PYICKa Pa3BUTIA 3/10Ka-
YeCTBEHHbIX onyxonel. BoisisneHne numdpombl Ha doHe BUY aBnaeTca nokasaHwem 1 Ha3Ha-
YeHVA aHTUPeTPOoBUpYCcHON Tepanuu (APBT) BHe 3aBncMmocTy oT Konmyectsa CD4 numdoun-
ToB. HazHaueHune APBT pekomeHpoBaHo fo Hauana [MXT, Ho Npum CPOYHbIX NOKa3aHMAX K Havasny
MXT pekomeHg0BaHO COBMECTHOE HasHaueHue MNXT n APBT. Heobxoarmo cornacoBaTb Ha3Ha-
yeHwue npenapatos APBT n cpencts MXT ¢ yueTom niekapCTBEHHbIX B3aMOAENCTBUN.

MNepBuyHas Tepanua numpom Ha poxe BUY. Cxembl MXT Ha doHe NpumeHeHmna APBT, Bkntouas
MCMOMNb30BaHNe MOHOKNOHANbHBIX aHTUTEN, A03bl LIUTOCTATAKOB U MPOJOIKATENIbHOCTD MEX-
KYpPCOBbIX MHTEPBaOB Y NauveHToB ¢ B/Y-accoummpoBaHHbIMM TUMdOMamMK He OTAMYaloTCA
OT TaKOBbIX B 06LLeN nonynAumy 601bHbIX. OCOBEHHOCTbIO ABNAETCA Ha3HaUYeHVe PUTYKCMA-
6a, NoKa3aHWA K NpuMeHeHnio puTykcmaba y BUY-nHduumpoBaHHbIX 6051bHBIX ONpeaenstoT-
CA B 3aBUCMOCTM OT KonnyecTaa y 6onbHoro CD4+ kneTok: npy Hanuumm 6onee 50 CD4+ kne-
TOK B T MK PUCK Pa3BUTUA HEXesaTeNbHbIX ABMEHNI He MOoBbILaeTcs. [py CH/KeHUM YPOBHSA
CD4+ knetok <50/MKN pUTYyKCMMab BBOAUTb HE PEKOMEHLYETCA B CBA3M C yBENMUYEHUEM PUCKa
Pa3BUTYA MHOEKLIMOHHbBIX OCNIOXKHEHWIA 1 BbICOKOW NETaNbHOCTbIO. ECnn puTyKcmab He Gbin
Ha3HaueH BO Bpems nepBoro Kypca MXT, Npu oTCyTCTBUM TAKENbIX OCIOXHEHWUIA, PEKOMEHL0-
BaHO NpoBoauTb BTopoli Kypc MXT ¢ putykcmabom.
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JleueHvie peLyAMBOB 1 pe3NCTEHTHBIX GopM NMbOM y naumeHToB ¢ numdomamu 1 BAUY gonx-
HO 6bITb NMPOBEAEHO B COOTBETCTBUM C PEKOMeHZaUMAMU y naumeHToB 6e3 BY. CraHgapTom
Tepanumn 2-n nIuHUK ana GonblUHCTBa NMUMdoM ABnAeTcA LutopeayKTeHas MXT ¢ nposepe-
HVieM BbICOKOLO3HOW xmummoTepanuu ¢ ayTto-TICK. MNpwn gnarHocTuKe peunamnsa nnm HegocTa-
TOYHON 3GPEKTUBHOCTY 1-11 NIMHUM Tepanuun CleayeT CBA3ATLCA C LLIEHTPOM, rae NnaHupyeTca
nposepeHvie ayTo-TICK, AnAa COBMECTHOro NNaHUPOBAHWA 2-i IMHUW Tepanuu, YTobbl n3be-
XaTb nepepbiBa Mexxay uutopepykTmsHow MXT 2-1 nnHnm n ayTo-TICK. JleueHune peumnansa
nocne ayto-TICK gomkHO BKlOUaTb HOBblE Mpenapatbl AN fleueHus numdom, Kak y nory-
naumm 6e3 BMY, B Tom uncne anno-TICK, CAR-T, HOBble npenapatbl — B PaMKax KNMHNYECKIX
nccnepoBaHnin (anpobauuy, paclumpeHHoro Joctyna). SddeKTMBHOCTL U 6e30nacHOCTb ay-
10-TICK y naumeHToB ¢ BUY n numbomamu 6bina NpogemMoHCTprpoBaHa B cepun nccriefoBa-
HWIA. PesynbTaTbl NeueHms He OTIMYALOTCA OT TaKOBbIX Y NavueHToB 6e3 BUY. Anno-TICK sBns-
eTca 6e3onacHol npoLieaypoi Ans nauneHTos ¢ BUY-nHbekumen, a TakxKe HeceT noTeHuman
M3NeYEHNA He TOMbKO OT 3/I0KaUeCTBEHHOW OMyXonu, HO 1 oT BUY-uHdekumn.

MHoXXecTBeHHaa mnenoma (MM)

HecmoTpsa Ha noABneHre HOBbIX NpenapaToB A nevyeHuns naymeHTos ¢ MM, ayto-TICK
B KauyecTBe KOHCONMMAALMM PEMUCCUN OCTaeTCA CTaHAapToOM Tepanun 1- NMHUKW anAa
nauneHToB Mosnioxe 65-70 neT, OTBETUBLUMX Ha MHAYKLUMOHHYIO Tepanuio. CTaHdapT-
HbIM PEXMMOM KOHAVLNOHUPOBaHNA ABAAETCA NCMONb30BaHMe BbICOKOAO3HOrO Men-
danaHa 200 mr/m2. lobasneHne 6optezoMmba Uv NeHanMaoMmaa K pexkumam KoHam-
LMOHMPOBAHKA NOKa He loKa3ao cBOK 3ddeKTUBHOCTb. TaHAeMHas ayTo-TICK moxeT
ObITb PaCCMOTPEHa Y NaLMEeHTOB BbICOKOrO LIUTOFEHETUYECKOTo pPrCKa, NaLMeHTOB, He
JOCTUTLNX MOSTHOro oTBeTa nepep nepsoit ayto-TICK 1 nmeowmnx 4OCTaTOYHOE KO-
NINYECTBO KPUOKOHCepBUPOBaHHbIX CD34+ knetok. CpoOKM BbIMOMHEHWA BTOPON ay-
T0-TICK 13 TaHgema — 6 mecAueB nocsie nepson ayTo-TICK. Y naumeHToB, nmeoLwmx
nokasaHuA K TaHgemHon ayTo-TI'CK, HO ¢ HeAOCTaTOYHbIM KOJIMYECTBOM KPMOKOHCEp-
BMpPOBaHHbIx CD34+ KneTok, a TakXe Npu OTCYTCTBMM OTBETa Moc/e TaHAeMHOWN ay-
T0-TICK MOXeT 6bITb paccMOTpeHa KoHconuaupyowwasa Tepanua. MNogaepkmsatoLas
TepanuAa Ha OCHOBe NeHanMaoMuaa NPOBOANTCA BCEM NaLMEeHTaM B TeYeHne ABYX NeT
nocne nposefeHHol ayTo-TICK. [1na nayMeHTOB C ANINTENbHOCTbIO pemuccum bonee
18 mecAueB nocne nepsoit ayto-TICK, B ciyyae pa3BuTuA peuunariea 3abonesaHus,
BO3MOXHO MpoBefieHne NoBTopHON ayTo-TICK. OtnoxeHHasa ayTo-TICK moxeT ObiTb
BbIMOJSIHEHA MOCAe 2- NMINHUW Tepanuu, Npu NpoBefeHnr He 6onee YeTbipex KypcoB
NeHanuaoMuUacoaepKawmx cxem tepanun. Anno-TICK aBnsetcA TepaneBTUYECKOWN
onuuen AnA NauMeHTOB MOJIOQOrO BO3pacTa rpynmbl BbICOKOrO LUTOreHeTNYeCcKoro
pucka. TaHgemHasa ayto/anno-TICK c ncnosnb3oBaHNEM PEXUMOB CHUMXEHHOWN NHTEH-
CMBHOCTW 1 MOCTTPAHCMIaHTaLUOHHOrO Uuknodpocdammnaa B KauecTse NpodpunakTmkim
peakunu «TpaHCnIaHTaT NpoTmB xo3anHa» (PTMX) no3sonuna ynyywmTb pesynbTathl
BbIXKMBAEMOCTW JaHHOW FPynMbl NaLMEHTOB 3a CYET CHMMKEHMWA YaCTOTbl PaHHeN TpaHC-
MIAHTaLWMOHHON NeTanbHOCTU, a TakxKe Taxenbix ¢opm PTIX. CAR-T-Tepanva AeMoH-
CTpUpyeT obHagexumBaloLme pe3ynbraTbl Npy pedpaktepHon/peunansmpytoLten MM.

Bonpoc o Bo3amoxkHom 3ameHe ayTo-TICK CAR-T-Tepanuven B HacTosLlee BpeMa 13yya-
eTCs B paHAOMU3MPOBaHHbIX nccnegoBaHusx Il gpasbl.

AnnoreHHas TITCK

YacTyHO HECOBMECTMMBIN
anbTepHaTUBHbIN JOHOP AyTonoruy-
(4acTnyHO HecoBmecTUMbIN | Haa TICK
HEepPOLCTBEHHbIV JOHOP,
nynoBMHHaA KPOBb, ransio-
NOEHTUYHBIN JOHOP )

CoBme- CoBme-
CTUMBI CTUMBI
POACTBEH- | HEpoA-
HbI LOHOP | CTBEHHbIN
(cubnuHr) | poHop

MHoecTBeH-
Has Muenoma

CAR-T-knetouy-
HaA Tepanua

1-a nnHnA KnuHnue- KnuHnue-
O6bIYHO He PeKOMEHA0BA-
MauneHTbl CTaH- | CKaa onuuA | ckasa onuua Ho () CraHpapr (1)
napTHoro pucka | (1) (I
1-A NMHMA KnuHnyue- KnuHnye-
O6bIYHO He peKOMEHOBA-
MauneHTbl Bbl- | CKaA onumsa | ckas onuua Ho (Ill) CraHpapr (1)
COKOro pucka (U] (11
Xummouys- . KnuHnue- | KnuHunue- O6blYHO He
CTBUTENbHDIN
cKas onumA | ckaa onuua | KnuHnueckas onuusa (1) Crangapr (Il) | pekomeHpo-
peuvane nocne ) (I BaHo (Il
ayTo-TICK
PedpakTep-
HOCTb/peunamns

nocne 3x NNMHWIA
Tepanuu (BKno-
yasa IMMYHO-
MOAYNATOPbI,
NHIMOUTOPbI
NpoTEOCOM 1
aHTK-CD38)

Crangapr (1)

Cuctemubin AL amunovnpgos

SddektnBHocTb ayTo-TICK B neueHum AL amunonposa y 60nblWIMHCTBA MaLMeHTOB
[JOKa3aHa BO MHOTVX LieHTpax. DTOT MeTOA NleYeHnsa AEMOHCTPUPYET BbICOKYIO YacTo-
TY reMaTonormyeckux PemMmnccnii, OQHaKo TAXKECTb MOPaAKEHMA Pa3fIMYHbIX OPraHoB
B paMKax AaHHOW MaToNOrnn He TONbKO onpefensaeT BbKUBAaeMOCTb MaLMeHTOB, HO
N 3HAUYNTENbHO OrpaHMYMBaET TepaneBTUYEeCKMe BO3MOKHOCTU. Puck-agantmpoBaH-
HbI NoAxof K BbIbopy He0OXOAMMOrO pexrMa Tepanmm ABAAETCA 3a/10rOM CHIUXKEHNA
paHHeln CMepTHOCTM 1 JOCTMXKEHMWA MyOOKNX remaToniormyecknx oteeTos. [posee-
Hue ayTo-TICK MoXeT ObITb PacCMOTPEHO Y MALMEHTOB U3 FPYMMbl KHU3KOTO PUCKay,
COOTBETCTBYIOLMX OOLLENPUHATLIM KpUTepuam KaHamuaaTos ansa TICK: dusmonoruye-
CKui Bo3pacT <70 nert, ypoBeHb TponoHnHa T <0,06 Hr/mn wnnu TponoHuHa | <0,1 Hr/
mn, NT-proBNP <5000 Hr/n, cuctonuyeckoe aptepunanbHoe AaasneHne =90 MM PT.CT,
KnupeHc KpeatuHuHa =30 mn/mnH/1,73 m2, ctatyc ECOG <2, MUHUManbHble NPpU3Ha-




Kun cepaeyuHoi HegocTtatouyHocT NYHA <l ¢ coxpaHeHHoW ¢pakuueit Bbibpoca, Hanu-
uvie He H6onee ABYX BOBJIEUEHHbIX OPraHOB C TAXKENOWN CTeMNeHbio NopaXkeHUs (neyeHb,
cepaue, NOYKM NN HepPBHaA CUCTEMa), OTCYTCTBUE 06 bEMHOrO MJIeBPasibHOro BbINOTa
1 3aBUCUMOCTN OT KUCNopogHon Tepanuu. Boissnenue t(11;14) metogom FISH agnaet-
¢ GaKTOpOM NNIOXOro MPOrHo3a, OfHako BbinosiHeHMe ayTo-TICK noBbllwaeT YactoTty
LOCTVXXEHWA NOMHbIX OTBETOB, UYTO MPVBOAUT K YBeNMUeHUo 6ecnporpeccrBHom 1 06-
Weln BbKMBAEMOCTK. MaLMeHTbl MOTyT HEMOCPEACTBEHHO NepenTn K Mobunmsauum
CTBOJOBbIX KJIETOK W TpaHCMaaHTauum 6e3 Heo6XOAUMOCT UHAYKLMOHHOW Tepanum
B C/lyyae, ecnm oxunpaemas 3ageprkka ayto-TTCK oT MOMeHTa NOCTaHOBKYM AnarHo3a He
npeBbILaeT ABa MecALa, a TakxKe OTCYTCTByeT coyeTaHune AL ammnounposa ¢ MM u Ko-
JINYECTBO MJIa3MaTUYECKNX KNEeTOK B Muenorpamme He npesbiwaeTt 10%. Anno-TICK
C NCMOJIb30BAHUEM PEXKMMOB CO CHUXXEHHOW MHTEHCUBHOCTBIO MOXHO paccmaTpuBaTb
KaK BapuvaHT Tepanuu Ans naynmeHToB monoxe 60 net ¢ peungrnsom nocne ayto-TICK,

Anno-TI'CK oT anbTepHaTUBHOrO JOHOPa HEe PeKOMEeHAYeTCA B KauecTBe CTaHAapTa Te-
panun 1-i TNHUKN 1 ABNAETCA TepaneBTMYECKON onunen 2-n NIUHUN.

Y 60nbHbIx ¢ remonutnyeckon MHI (knaccnyeckaa popma, B TOM uncne ¢ Tpombo3amu
N reMOSIUTUYECKUMIU KPU3aMu) 1 OTCYTCTBMEM MPU3HAKOB BblPa)KeHHOWM KOCTHOMO3r0-
BOW He[OCTaTOYHOCTM NpoBefeHne anno-TICK 06bIYHO He peKOMEeHA0BaHO B CTPaHax
C [OCTYNHOW Tepanuein MHrmbrtopamn KommniemeHTa (3Kynusymab, neruetakonna,
UNTakonaH) U MOXeT paccMaTpUBaTbCA NMPU Pa3BUTUN KpuUTepues Taxenon AA nnm
TpaHcdopmauum 8 MAC/OMII.

nmetowmnx HLA coBmecTmmoro goHopa.

AnnoreHHas TTCK
e AL YacTyHO HeCoBMECTUMbIN .
- CoBmecTMblt | COBMeCTUMbIN ?”bTePHaT“BHb'V' AoHOp leg;norwuHaﬂ
ammnonaos . . | (4aCTUYHO HECOBMECTUMBI
pO,D,CTBeHH6bII/I HEPOACTBRHHBIA | |0 e ribblii AOHOP,
AOHOP (cMBAVHT) | AOHOP MyMOBKHHAsA KPOBb, Fanso-
VAEHTUYHBI JOHOP)
O6bIYHO He O6bIYHO He
Kanavpatbl ana OO6bIYHO He peKoMeHAoBa- | KnuHuueckas
PEKOMEHI0BAHO | peKOMEeHA0BaHO
ayTo-TKM am an Ho (I1) onuwms (Il)

anIIOGPETeHHaﬂ annacTnyeckad aHeMunA N napokKcnsmMmalsibHaAa HOYHaA
remornoﬁvu-lypvm

Anno-TI'CK aBnsaeTca cTaHOApTOM JleueHusa NpUoOpPeTEHHON TSXKeNToM annacTUYeckom
aHemun (AA) n AA, npoTeKatowwen ¢ Hannumem KnoHa NapoKCM3mManbHON HOYHOW re-
mornobuHypumn (AA/THI) B kauvectBe 1-i nuHUM (6e3 NpenLwecTByOLWeNn UMMYHO-
CYNpeccrBHON Tepanuu) Npu Haauymm POACTBEHHOrO MOMHOCTbIO COBMECTMMOro
[IOHOpa Y MaLMEHTOB MOJOXKe 35 NeT U Npu OTCYTCTBUN CEPbE3HON KOMOPOMAHOCTA
— B BO3pacTe 35-50 net.

Anno-TICK ot nonHocTtblo HLA-COBMeCTMOro HEPOACTBEHHOIO [OHOPA MOXET paccma-
TpMBaTbCA B 1-1 IMHWW KaK CTaHAAPT Tepanuu y AeTer 1 KIMHUYeCKas onuma y B3poCiblixX
(MpY BO3MOXKHOCTU BbICTPOrO MOWCKa 1 aKTMBaLMM JOHOPa) 1 ABNAETCA CTaHLapTOM Tepa-
nun 2-1 IMHUK NpY He3PpGEKTUBHOCTY (pedpakTepHOCTb, PeLManB) KOMONHMPOBAHHOM
UMMYHOCYNPeCCBHOW Tepanum C BKitoUueHnem nowaamnHoro AT 1 uuknocnopuHa Ay na-
uveHToB <20 NeT UAn KOMOVHMPOBAHHOW MMMYHOCYMNPECCUBHON Tepanim C BKIIOUYEHEM
nowaavHoro ATT, umknocnopuHa A 1 afTpombonara y nauueHToB ctaplue 20 ner.

AnnoreHHas TTCK
AnbTepHaTuB-
CoBMeCTUMbIN HbI YaCTNY- AyTonornyHas
[narHos PelctBenHEm He;zo,qcmeH HO-COBMECTU- | 1y
oHop (cH- HbIli COBMECTU- | Mblii JOHOP
AOHOP Mblit OHOP (BKnI0Yasn
6amHr) ranaouaeHTY-
HOro fOHOPA)
CraHpapT
O6bIYHO He
BHOBb (meTw) (I1) SKOMEHIO-
anarHoctupo- | Crangapr (1) KnuHnueckan saHo H He npumeHnmo
MprobpeTteH- BaHHasA onuua (B3poc- (i
HaA TAXenas nbie) (1)
AA
Peunans/ KnuHnueckas
pedpakTep- CraHpapr (I1) CraHpapr (I1) He npumeHnmo
HOCTh onywua (1)
CraHgapt
O6bIYHO He
BHOBb (meTw) (I1) SKOMEHIO-
anarHoctnpo- | CraHgapr (I1) KnuHnueckana P A He npumeHnmo
MpuobpeteH- | BaHHas onuus (B3poc- zﬁ;o
HaA TaXxenas nble) (Il)
AA/THI
Peunans/ KnuHnueckas
pedpakTep- Crangapr (Il) Crangapr (Il) * He nprmeHnmo
HoCTs onuwms (Il)
O6bIYHO He O6bIYHO He O6bIYHO He
Knaccueckan eKOMeHf0- eKOMeH[0- eKOMeHf0-
(remonus, P A P A P A He npumennmo
+TPOM603) BaHO BaHO BaHO
MHr (1 (1 (==
AA/TTHT cuk-
KnuHnueckas KnuHnueckas KnuHnueckas
opom (Taxenas s He npumeHnmo
LToNeHIs) onywua (1) onywua (1) onywma (1)

*Mpw nprobpeTeHHoN TAxenon AA (+ 6eccmnToMHbIN KnoH MHI) annorerHan TICK oT rannonaeHTUYHOro AOHOPa [J1A BiepBble AnarHoCTn-
POBaHHbIX C/ly4aeB MOXET NPYMEHATLCA C YPOBHEM [loKasaTenbHOCTy MeToa paspabatbisaetca/lll, a ana pedpakTepHbIX/peLyanBIpyoLmX
— Knunuueckas onyus/Ill.

** AnnorenHan TICK oT rannonaeHTUYHOro foHopa npu knaccuyeckom MHI (remonus, + Tpom603) MOXeT NPUMEHATHCA C YPOBHEM PEKOMEH-
nfauyui O6bluHO He pekomeHaosaHo/Il, a npu AA/MHT cuHapome (Taxkenan yutoneHus) — KnuHnueckas onuma /.
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Bpo)xaeHHaA KOCTHOMO3roBasi HegocTtatouHocTb (BKMH)

AHeMmuna DaHKOHM

Anno-TICK aBnaeTcA eAMHCTBEHHbIM MEeTOAOM BOCCTAHOBMIEHUA KPOBETBOPEHMA
y 60/1bHbIX C aHemueln DaHKOHW 1 paccMaTPUBAETCA B KauyecTBe CTaHAapTa fleyeHus
npu pasBuTUN Kputepues Taxenon AA 1 TpaHcdysnoHHom 3asncumocTtu. TTCK peko-
MeHAYETCA BbINONHATb A0 Pa3BUTUA PE3NCTEHTHOW LUTOMEHNM, KIIOHaNbHOWM 3BOSIO-
uun (MOC/nenkos), y NaLMeHToB C HEBbIPaXKEHHbIM TPAHCHY3MOHHBIM aHaMHe30M (Me-
Hee 20 remoTpaHcdy3unin SpUTPOLMTCOAEPKALLUMI KOMMOHEHTaMM /U OTCYTCTBUE
3aBUCUMOCTU OT TpaHChy3Mil TPOMOOLUTCOAEPKALLUMIY KOMMOHEHTaMI), @ TakKe Ao
Tepanum aHgporeHamm.

BporxkaeHHbI gucKkepaTos

MokaszaHmamu gna anno-TICK npn BpOXKAEHHOM [UCKepaTo3e ABMAITCA pa3BUTME
KpuTepues Taxenon AA n/wnu kKnoHanbHas 3sontouuna (MOC/OMI). Mpu paccmoTpe-
HWM BO3MOXKHOCTU npoBefeHusa anno-TICK npu BpoXAeHHOM [MCKepaTo3e AOMKHbI
NPUHUMaTbCA BO BHMMaHME PUCKU, CBA3AHHbIE C OPraHHbIMU MOpaXKeHUAMN (nerou-
Hbll drbPO3, UMPPO3, NopaxkeHue XKKT).

Taxenasn BpoXAaeHHaA HeﬁITPOHEHMﬂ

TpaHcnnaHTaumA pekoMmeHAoBaHa Npu pe3ncTeHTHoCcTH K G-CSF (go3bl >20 MKr/Kr/cyT
B TeueHue >1 MmecAua 6e3 Hopmanvsaumm HerTpodrnoB), Aake B OTCYTCTBUE NHEK-
LIMOHHBIX OCNIOXKHEHMI, @ TaKXKe NpW KnoHanbHo 3sosntoummn (OMJ1/MAC). Kpome Toro,
TKM onpaBfaHa y naunmeHTOB C XPOHUYECKOW 3aBUCMMOCTbIO OT BblCOKMX fo3 G-CSF
(=10 MKr/Kr/cyT =3 mMmecALEeB B rofl) B CBA3U C NOTEHLMANIbHbIM PUCKOM 3/I0KayeCTBEH-
HoW TpaHchopmaLmm, Npy peLnanBupyLmx 6aktepuanbHbix MHGeKUMAX (Npu Hanu-
YMM COBMECTMMOTO POACTBEHHOMO JOHOPA) 1 Y HocuTenen MyTaunii GATA2 (BbICOKUI
PUCK 3/10KaYeCTBEHHOWN TpaHCchopMaLmMm U XUMUOPE3NCTEHTHOCTU), OCOBEHHO MNpW
Hannuuun HLA-coBmecTMOro goHopa.

CuHgpom LliBaxmaHa-[aiimoHaa

TpaHcnnaHTauma pekoMeHAOBaHa NpU NPorpeccupyoweil UMTONEHMX C HAapacTalo-
el TpaHchy3MOHHOW 3aBUCUMOCTbIO 1/unv TpaHcopmauymern B MAC nnu nenkos.

AHemusa fJlaiimoHpa-bnekdpeHa

MposepeHune anno-TICK pekomeHayeTcA Npy OTCYTCTBMM OTBETA Ha TePanuio roKo-
KOPTUKOCTEPOUAHBIMY FOPMOHaMM (a TaKKe NP HEBO3MOXHOCTU CHU3UTb JO3Y HIXKe
0,3 Mr/Kr/cyT), KnoHanbHoW 3Bontouny nnu TpaHchopmauum B AA.

BPO)KAEHHaﬂ amMmerakapvouvtTapHasa TpOMGOI.lI/ITOHEHIIIﬂ

TpaHCFIJ'IaHTaLlVIﬂ peKkomMmeHAOoBaHa npu TAXKENoNn VISOJ'II/IpOBaHHOVI TpOM60LlVITOI'IeHI/II/I, naHuyn-
TOMEHUN UMW KITOHAJIbHOM aBoiounn.

AnnoreHHaa TICK
[narHos Cosmectumblit | Hepop- ) AnbTepHaTUBHbIiI JOHOp | AyTOonoryyHas
POACTBEH- CTBEHHbIN (4acTnyHo-HecoBmecTu- | TFTCK
HbI1 AOHOP COBMECTVMbIVA | MbliA, FanIOUAEHTAYHBIN,
(cnbauHr) [OHOP NynoBMHHAasA KPOBb)
AHemna C m |c an KnuHnueckas H
BKMH, ne6io- | ®aHkonn TaHAapT TaHAapT onuua (I* € NPUMeHNMO
TUpylowue c
naHuymTone-
HUN BpoxaeHHbIn KnuHuueckas
pACKepaTo3 Cranpapr (Il) | Cranpapr (Il) onuus (I)* He npumennmo
Taxenas
BPOXAEHHasA KnuHunueckas
HeifTpone- Cranpapr (Il) | Cranpapr (Il) oy (I)* He npumennmo
HUA
CuHapom
LlBaxmaHa— | Crangapr (Il) | Crangaprt (I1) R ectad He npumeHnmo
BKMH, ge6io- N onuwa (I)*
THpytowme HdarmoHga
o 7 Anemus KnuHnueckas
pocTkosou Danmonpa—- | Cranpaprt (Il) | Cranpapr (I1) e He npumeHnmo
LMTONEeHnn Brexdena onuyms
BpoxpeHHas
amerakapu-
KnuHnueckas
ouuTapHas Cranpapr (Il) | Cranpapr (II) onuus (I)* He npumennmo
TpomboumnTo- o
neHus

* fannonaeHTUYHaA annorenHan TICK ana BKH moxeT 6biTb NprmMeHeHa ¢ ypoBHeM AoKasaTenbHocTy - KnuHuyeckas onuus (I11)

AyTonmmyHHble 3a6oneBaHunsa

AyTonMMyHHble 3aboneBaHua (AW3) cocTaBnAwT oaHy U3 Hanbonee AVMHAMUYHO pas-
BMBAIOLWWMXCA rPYNn NaumeHToB ¢ nokasaHuamn K TICK. MpenmyLyecTtBeHHO paccma-
TpuBaetca ayTo-TICK B KauecTBe KNMHUYeCcKom onumm npu Taxkenbix AU3 c pedpakTtep-
HOCTbIO K CTaHfapTHOM Tepanun. [loka3aTenbHasa 6a3a ayTo-TICK yBenuumBaeTca npu
pacceaHHOM CKnepo3e, CUCTEMHOM CKnepo3e, 6onesHn KpoHa 1 cMCTeMHON KpacHOM
BonuyaHke. Anno-TICK npeumyLiecTBEHHO M3yyaeTca B MeamnaTpuyeckon NpakTuke,
B YAaCTHOCTH, y MaLUMeHTOB C pedpaKTePHON ayTOUMMYHHOWN LUTONEHWEN 1 IOBEHUSTb-
HbIM MAMOMATUYECKMM apTPUTOM, @ TakXKe paccMaTprBaeTCA Ha UHANBUAYaNIbHOW OC-
HOBe AnA APYrnX pefKux NokasaHui, B TOM umcsie MoHoreHHbIx A3 ¢ cootBeTcTBYi0-
LLe SKCNEePTHOM OLEHKOW KaX[oro oTAeNbHOro cyiyyas.
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AnnoreHHaa TTCK

CoBme-

YacTnyHo-HecoBMme-
CTUMBIA albTepHaTuB-

AnnoreHHasa TICK

CoBwme-

YacTmyHo-HecoBme-
CTUMBI an bTepHaTnB-

- Coemect- ¥ Sl Avronoruus | CARFIEKNE
[narHo3 CTMMbIiA . T TERETD (CRETTL | g TouHasn
MbIl HEPOA- | HO-HecoBMeCTUMbIN | Has TTCK
poacTBeH- o 9 Tepanusa
M CTBEHHbIV HEpPOACTBEHHDIN
HbI AOHOP [OHOP [OHOP, NYyNOBUHHas
(cnbnuHr) KPOBb, ranjionaeH-
TUYHBIV AOHOP)
Peunpusupy-
IoLLe-pPeMUTTU-
pytoLlee Teue-
HWe, BblICOKas
AKTUBHOCTb,
MeTopg O6bIYHO He MeTop,
oTCyTCTBUE OO6bIUHO HE PEKOMEH-
pa3pabatbl- | peKomeHao- Crangapr (I) | pa3pabatbi-
oTBeTa Ha nosaHo (lll)
Baetca (lIl) BaHo (Ill) Baetca (Il)
npenapartbl,
n3MeHsaLmne
TeYyeHune
paccesiHHoro
cknepo3sa (PC)
PC Mporpeccupy-
loLlee TeyeHne
C aKTVBHbIM
MeTopg O6bIYHO He Mertop,
BOCNanu- O6bIUHO HE peKoMeH- | KnrHnyeckas
pa3pabatbl- | peKkomeHao- pa3pabartbi-
TeNbHbIM nosaHo (I11) onuwua (1)
Baetca (IIl) BaHo (Ill) Baetca (Il)
KOMMOHEHTOM,
arpeccuBHbIN
BapuaHT
Mporpeccupy-
loLlee TeyeHne
= O6bluHO He | O6bIUHO He O6bluHO He | MeToa
6e3 aKTMBHOroO OB6bIUHO HE PEKOMEH-
PEKOMEHAO- | pEKOMEHAO- peKomeHAo- | pa3pabatbl-
BOCMnanuTenb- noBaHo (I1l)
saHo (Ill) BaHo (Ill) saHo (Ill) Baetca (Il)
HOrO KOMMO-
HeHTa
. MeTtop O6bIYHO He MeTop
CncTemHbIN cKne- O6bIUHO HE PEKOMEH-
pa3pabatbl- | peKomeHAo- Crangapr (I) | paspabatbl-
pos3 nosaHo (I1l)
saetca (IIl) BaHo (Ill) Baetca (Ill)
MeTopg O6bIYHO He Mertop,
CrcTemHas KpacHast O6bIUHO HE peKOMeH- | KnnHnyeckas
BonuaHKa paspabatbl- | peKoMeHA0- Re—liD () pa3pabartbi-
Baetca (lIl) BaHo (Ill) Baetca (Ill)
Merto, MeTo
A A MeTop pa3pabatbiBa- | KnuHnyeckas
BonesHb KpoHa pa3pabatbl- | pa3pabaTtbi-
etca (Il onuwua (1)
Baetca (Ill) Baetca (Ill)

o Hepog- 7 - |Aytonornu- | CAR-Tne-
[inaros CTUMbIiA POA™ | Hbiit gokop (wactuy- | AY TouHas
onCTBEH- CTBEHHbIN HO-HECOBMeCTUMbIVA | HaA TICK Tepanusa
P M COBMECTU- HEepPOACTBEHHbII
HbIl AIOHOP MBIV JOHOP [OHOP, NYNOBUHHAsA
(cnbnuHr) KPOBb, ranjiongeH-
TUYHBIN JOHOP)
. Metop O6bIYHO He Meton
PeBmaTongHbii O6bIYHO He peKoMeH- | KnnHnyeckas
apTpUT pa3pabatbl- | peKoMeHAo- nosaro (1) o (1) paspabartbl-
P Baetca (lll) BaHo (Ill) Baetca (lIl)
lOBeHWNbHbIN
. KnuHunueckas | KnuHuueckas | KnuHuyeckas onuma | KnuHnyeckas
nanonaTuYeckni
onuwua (1) onuwusa (I1) (1 onywua (1)
apTput
MoHoreHHble O6bIYHO He
KnuHnueckas | KnuHnyeckas | KnuHnyeckas onyumsa
ayTOUMMYHHble sl sl () peKkomeHao-
3aboneBaHunA BaHo (Ill)
O6blyHO He | OBbIYHO He
O6blYHO He peKoMeH- | KnnHnyeckas
Backynutbl peKkoMeHIOo- | peKoMeHAo-
nosaHo (I11) onuwus (I1)
BaHo (Ill) BaHo (Ill)
O6blyHO He | OBbIYHO He
MNonvmnosnT-gep- O6bIYHO He peKoMeH- | KnnHnyeckas
MaTOMMO3UT PEKOMEH0- | PEKOMERA0- nosaHo (lll) onuws (Il)
BaHo (Ill) BaHo (Ill)
AyTOVMMYHHblE KnuHnueckas | KnuHnueckas | KnuHnyeckasa onuyma | KnmHnueckan
LMToneHnn onywua (1) onuwus (I1) (1 onywusa (1)
MeTo Merto, Merto,
A A MeTop pa3pabatbiBa- | KnuHunyeckas A
onTrkomunenut pa3pabatbl- | pa3pabatbl- pa3pabarbl-
etca (Il onywus (1)
Baetca (Ill) Baetca (Ill) Baetca (IIl)
XpoHunueckas
BOCManuTenbHas O6bluHO He | OBbIUHO He MeTop
eMUennH13n eKOMEHAO eKoMeHZ0: R 1111111 eckan aspabatbl
A E>y P p nosaHo (I11) onywus (I1) pasp
towan nonuHenpo- | BaHo (ll) BaHo (Ill) saetca (IIl)
natus
MwnacteHus Gravis, | O6bl4HO He | OBbIYHO He MeTop
O6bIYHO HE peKoMeH- | KnnHnyeckas
CUHAPOM MbllleYy- | PEKOMEHAO- | peKoMeHZo- pa3pabartbl-
. nosaHo (lll) onuws (Il)
HOW CKOBAHHOCTU BaHo (Ill) BaHo (Ill) Baetca (lIl)
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AnnoreHHaa TTCK

YacTnyHo-HecoBMme-

CoBme- CTVIMbIVi anbTepPHaTUB- CART.
5 o -T-kne-
[narHo3 CTMBbIN Hepon . HbI AOHOP (yacTuy- | AyTonoruy- i g
. CTBEHHbIN HO-HeCoBMeCTUMbIN | Haa TICK Tepanus
P "3 COBMECTU- HEpPOACTBEHHDIN
HbI AOHOP MbIii JOHOP [OHOP, NYyNOBUHHas
(cnbnuHr) KPOBb, ranjionaeH-
TUYHBIV AOHOP)
O6blyHO He | O6BbIYHO He MeTtop
O6bIYHO HE PeKOMEH-
[wnabeTt | Tina PEKOMEHO0- | peKOMeHA0- pa3pabatbl-
npoBaHo (l1l)
BaHo (Ill) BaHo (Ill) Baetca (lll)
O6bluHO HEe | O6bIYHO He
PedpaktepHas O6bIUHO HE peKoMeH- | KnrHnyeckas
PEeKOMeHAO- | peKoMeHAo-
uenvakumsa Il Tuna npoBaHo (I11) onuwua (1)
BaHo (Ill) BaHo (Ill)
MepBuryHble uUmmy- | KnuHnyeckas | KnuHnyeckas | KnuHnyeckasa onumna | He npume-
HogednuUTbI onuwua (1) onywua (1) () HUMO

NOKA3AHUA K TPAHCNNAHTALMN Y AETEU U NOAPOCTKOB

OcTpbiii Mueno6nacTHbil nenikos (OMJ1) y aeteii n NnoapocTKOB

OcTpebit Muenoneiikos (OMJ1) y peTein — reTeporeHHoe 3abosieBaHune, Npy KOTOPOM WH-
TEHCMBHas XMMUOTepanus obecneynBaeT BbICOKME MOKa3aTeNu n3neyeHus, 0Co6eHHo
y NaLMeHToB C 61aronpusaTHbIM NporHo3om. Anno-TICK He nokasaHa Kak Tepanusa 1-i
JINHUK B FPYNMne HU3KOro PMCKa, HO OCTaeTCA CTaHAAPTOM JieYeHuA ANA rpynmbl BbICO-
KOro prcka B 1-i1 NONHOM peMMUCCUM MPY HANIMYMI MOMHOCTbIO COBMECTIMOrO JOHOPA.
Mpwn otcyTcTBUN HLA-MAEHTMYHOrO JOHOPA PEeKOMEHAYeTCA PaCcCMOTPETb TPaHCMNaH-
Tauuto OT ranIoneHTUUYHOTO POACTBEHHOMO JOHOPA, OCOGEHHO Y MaLMEHTOB BbICOKOW
rpynmnbl pUcKa 1 Npu OCTUXeHUN 2-11 1 bonee pemuccuu. PasgeneHre Ha rpynnbl pu-
CKa y fleTell OCHOBbIBAETCA Ha TeX »Ke MPUHLUMMAX, YTO 1 Y B3POC/IbIX; B OCHOBE nexat
FAB-knaccmoukaums, mMmoneKkynsapHo-6ronornyeckme 1 LUUTOreHeTMYeckre MapKepbl,
a TakXe OTBET Ha MHAYKLUMOHHYI0 Tepanuto. MposefeHne ayTo-TICK BHe KNMHMYECKNX

UCCNefoBaHUN He peKoMeHayeTcs.

AnnoreHHas TTCK
Cosme- Hepoa- ANbTepHATUBHBIN AOHOP | Ayronoriy-
Avartos CTVMBI CTBEHHbI (vactnumo- Has TICK
poACTBEH- HEeCOBMEeCTUMbIA, ransio-
Hoi gorop | OBMEC™M™ | upeHTuuHbIl, nynosuH-
(C6amHI) MbI AOHOP | HaA KpPoBb)
NP1 O6bluHO He | O6bIYHO He O6bIUHO He
. O6bIYHO HE PEKOMEHAO0-
(HV3KKIN PEKOMEHAO- | peKoMeHao- peKkomeHAo-
a BaHo (Il)
PUCK) BaHo (Il) BaHo (Il) BaHo (Il)
P . O6bIYHO He
(BbiCOKNiA 1 Crangapr (I) | Crangapr (Il) AL LR eKOMEH0-
OYeHb BbICO- P P onuws (Il) EaHo a
OMN KNI PUCK)?
O6bIYHO He
npe2 Cranpapr (Il) | Crangapt (Il) | Crangapt (I) peKkomeHp0-
BaHo (Il)
O6blUHO He
KnuHnueckas | KnuHnueckasa
> P2 CraHpapr (1) peKomeHzo-
onywma (1) onuwus (I1) —l

2 I'pynnbl pUCKa onpeaenArnTcAa Ha OCHOBAHUU KONTnyecTea J'IeVIKOL[I/ITOB, UNTOreHeTUYEeCKNX N MONEKYNAPHbIX MapKepoB Npu NocTaHOBKe
ANarHo3a, a TakKe BpeMeHU AOCTUXKEHUA peMnccnun
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Octpbin numdobnacTHbin nerikos (OJ1J1) y aetein 1 NOAPOCTKOB

Anno-TI'CK ot coBMeCcTMOro poacTBEHHOrO MW HEPOACTBEHHOrO AOHOpPA ABMAETCA
CTaHZAPTOM JleyeHMA NauneHToB rpynmnbl Bbicokoro pucka OJ1/18 1-i (MP1) n 2-n (MP2)
MOJIHbIX PEMUCCUAX. XOTA TPAANLMOHHBIMY NPOrHOCTUYECKUMN GaKTOPaMM CYUTANNCD
MOJIEKYNAPHbIE MapKepbl, XPOMOCOMHbIE aHOMANINN U PE3UCTEHTHOCTb K HayasibHOW
Tepanuu, B HacTosee Bpema MOB cTtana kntoueBbiM KpuTeprem ana ctpatudrkaumm
NaLMeHTOB Ha FPyMMbl BbICOKOTO N O4YE€Hb BbICOKOTO pUCKa.

Mpy OTCYTCTBUMN COBMECTUMOrO POLACTBEHHOMO MM HEPOACTBEHHONO JOHOPA MOFyT
paccMaTpuUBaTbCA aJIbTEPHATUBHbBIE BAPMAHTbI JOHOPOB, BKJHOUYAsA MYMOBMHHYIO KPOBb,
YACTUYHO-COBMECTMMbIX HEPOACTBEHHbIX AOHOPOB WM rarioMANAEHTUYHBIX POA-
CTBEHHbIX JOHOPOB. B 0TNMYMe OT B3pOC/bIX NMALMEHTOB, y feTell UCMOSIb30BaHKe ne-
pudepunyecKrx CTBONTOBbIX KIETOK HE MEET NPEVMYLLECTB Nepe KOCTHbIM MO3roM Mo
rMoKa3saTeNiAM MPVKMBIEHUS U YacTOTbl PELUANBOB, MO3TOMY KOCTHbIN MO3T OCTAeTCA
npeanoUYTUTENIbHBIM UCTOYHUKOM TPaHCM/laHTaTa.

Tucarenneknericen — 3710 Tepanua T-KNeTKaMu € XUMEPHbIM @aHTUIeHHbIM PeLIeNTOPOM
(CAR-T), HaueneHHbIM Ha CD19, onobpeHHas EBponenckum MeanuMHCKUM areHTCTBOM
(EMA) n YnpaBneHuem rno caHATapHOMY HaA30py 3a KaueCTBOM MULLEBbIX MPOAYKTOB
n megukameHtoB CLUA (US FDA) gna npumeHeHna y aeTen, NoAPOCTKOB M MOJIOAbIX
B3POC/IbIX C PELMAUBUPYIOLLM /U pedpakTepHbIM B-KneTouHbIM ocTpbIM M o6-
nacTHbIM nenkosom (p/p O-BJT).

AnnoreHHaa TICK
CoBme- Hepo AnbTepHaTUBHbIV
Trames — poAa | moHop Aytonorny- | CAR-T KnetouHas
OCTBEH- CTBEHHbIA | (YacTUYHO- Haa TICK Tepanua
poa COBMeCTW- | HECOBMECTVMBIN,
HEI ROHOP |\ 17 nokHop | FaNNIONAEHTUYHBIN,
(cmbnmHr) NynoBMNHHasA KPOBb)
MnP1 O6bIYHO He | OBbIYHO He O6blYHO He
. O6bIYHO He peKo- OB6bIUHO HE PEKOMEH-
(HM3KM | pEKOMEH- | peKoMeH- I — pekomeHfo- e —ll1
pUCK)? nosaHo (Il) | goaHo (Il) BaHo (Il)
om KnnHuyeckas
MP1 O6bIYHO He onuwus (I1)
. | Crangapt | Crangapt | KnuHuueckas .
(BbICOKMIA ) ) oy (1) pekomeHao- | (pedpakTepHbIin
pUCK)? u BaHo (Il) OcTpbiin B-numdo6-
NACTHbIN NenKos)

AnnoreHHasa TICK
CoBme- AnbTepHATVBHBI
[Nnartos CTUMBIT Hepoa- nOHOP Aytonoruy- [ CAR-T knetouHas
CTBEHHbIN -
POACTBEH- (4acTnyHO Haa TICK Tepanua

o COBMeCTU- | HECOBMECTUMbIN,

HbI AOHO| o A
ACHOP | it noHop | FaMIOMAGHTMUHBII,

(cnbnuHr) NynoBrHHasA KPOBb)

KnuHunyeckas
onuwua (1)

CraHgapt | CraHpgapT | KnuHuueckas B (o< dpakTepHiit

np2 an an s T peKomeHzo- OCprII/IvB-J'IvI/IMd)O6-
BaHo (Il) NacCTHbIN Nenko3
onn VN peungme nocne
annoreHHon TICK)
QO6bIYHO He Crangapr (Il) (Octpbiii
> P2 Cranpapt | Crarpapt | Knunudeckan pekomeHfo- | B-numdobnacTHblii

() (D) onuus (1)

BaHo (Il) NenKkos)

a|’pyl‘||’1l:ol pvCKa onpefenArnTcA Ha OCHOBaHUM KonnyecTea NEeNKOLUTOB, UUTOTeHETUYECKUX 1 MOJIEKYNAPHbBIX MapKepOB NpY NOCTaHOBKe
ANarHo3a, a TakXke BpemeHu AOCTUXKEHNA PEMNCCN.

XpoHunueckuin muenonenkos (XMJ1) y peteinn n nogpocTkos

HecmoTpa Ha To uto anno-TICK aBnaeTca eAUHCTBEHHBIM METOLOM, CMOCOOHBIM MOos-
HOCTbIO n3neuunTb NnaumeHToB ¢ XMJ1, noasneHne VTK 3HaunTeNbHO CHU3MNO POSb an-
no-TI'CK B Tepanun. 3To CBsi3aHO C BbICOKOW 3G GEKTUBHOCTbIO 1 OTHOCUTESIbHO HU3KOW
TOKCMYHOCTbIO faHHbIX MpenapaTos, B TO BPeMA Kak PUCK MOCTTPAHCMIaHTaLNOHHOM
neTanbHOCTM OCTaeTcA 3HauMMbIM. B cBA3n ¢ peakocTbio XMJ1y geTen npu NnpuUHATAN
peLleHnA o TaKT1Ke BeleHNA JaHHOW rpynnbl NaLMeHTOB B NeAnaTpun OPUEHTUPYIOT-
CA rnaBHbIM 06Pa3oM Ha OMbIT B3POC/bIX, FAe Ye pa3paboTaHbl YeTKMEe peKoMeHAa-
LMK, HO B TO Xe BpeMs YUMTbIBAOTCA 1 OCOBEHHOCTM [1eTCKOro Bo3pacTa. Tak, n3BecT-
HO, UTO ANUTENbHbIN Npuem NTK okasbiBaeT BNMAHME Ha POCT pebeHKa, 0CO6eHHO BO
BpemMsa Tepanuun go neproga nosioBoro co3peBaHus. VMicnonb3sosaHue anno-TICK gonx-
HO paccmMaTpuBaTbCA Y fieTeit B 3- nuHUM Tepanuu, npu HeaddekTnHocT UTK nnn
NPy HaNMYKMK 3HaUYMMbIX ocnoxHeHun UTK, a Takxke y naumeHToB B pa3ze akcenepauum
nnu 6nacTHoro Kpusa.
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AnnoreHHasa TICK
InarHos CoBMeCTVIMbIV HepopcTeHHbIl AnbTepHaTVBHbI . AyT?If;%':N'
o 5 YaCTNYHO-COBMECTUMBIV | Has
pO,ClCTBEHHGbIM COBMECTUMbIN [OHOP (BKAIOUAS ranno-
AOHOP (CMBAVH) | AOHOP MAEHTUYHOTO JOHOPA)
MepBasA xpoHuye-
O6bIYHO He
ckan dasa, Heypaua Cravaapr (I) Cravaapr (1) KnuHnueckas S
Tepanun UTK 2-i P P onuus (1) ':aHO 0
nnn 3-n NUHUK
XMN
(Daza akcenepaumu
. ! O6bIYHO He
611acTHbIN Kpn3 KnuHnueckas
CraHpapr (I1) CraHpapr (II) pekomeHgo-
nnm > 1-A XxpoHuye- onuws (Il)
cKkas daza gatiolll)

Mwuenogucnnactuyeckun cuigpom (MAC) n 1oBeHWIbHbIN
MuenomoHouuTapHbii nenkos (lOMMJ1) y petein n noapocTKoBs

B petckon npaktuke MIAC ABnAeTcA pegkuM OHKOremaTosiorMyeckum 3abosieBaHvieM
(<5%). B otnnume ot B3pocsbix, MAC y geTeit 4aCcTo acCoLMMPOBaH C reHETUYECKMU CUH-
apomamu (GATA2 n gp.). B page cnyuaes MAC y feTeln pa3BmBaeTcs Ha pOHe HaCIeACTBEH-
HbIX 3ab60N1EBaHUIA, TaKKX, HaNprMep, Kak aHemua OaHKOHU, TAXKeNan BPOXKAEHHAA HEUTPO-
neHus, HermpodrbpomaTos | Tvna. EQMHCTBEHHBIM METOLOM TePAnuK, KOTOPbI CNOCOOEH
MPVIBECTU K MOJSIHOMY BbI3AOPOBJIEHNIO OT AAHHOrO 3aboneBaHus, ABnsetca anno-TICK.
C yueTom BO3pacTa, XapakTepa 3aboneBaHuNA 1 NMPOrHO3MPYEMO NMPOJOIIKITENIbHOCTY
Xn3Hm getam ¢ MAC pekomeHpgoBaHO npoBefeHve anno-TICK oT poacTBEHHOrO, HEPOA-
CTBEHHOTO WY albTEPHATUBHOIO JOHOPA. ITOT NOAXO HECKOMbKO OT/INYAETCA OT TaKTUKIN
BEAEHVs B3POC/IbIX (OCOOEHHOMO MOXKUIOrO BO3PACTa), Y KOTOPbIX HEpefKo npuberatoTt
K MannvMaTMBHON Unu cumntomatyeckol Tepanum. FOMMI1 06bluHO BCTpeyaeTcs y aeTel
MJIa[LLIEro BO3pacTa 1 OTHOCUTCSA K Fpyrrne 3aboneBaHuni, obnagaroLmx yeptamm kak MAC,
TaK 1 MyienonposndepaTrBHbIX 3abonesaHuii. Anno-TICK aBnseTca eIMHCTBEHHbIM paau-
KaJIbHbIM CNOCOOOM Tepanuy faHHOTo 3aboneBaHyiA. Mpu NOCTaHOBKE JaHHOTO AMarHo3a
naumeHTy nokasaHo nposefeHve anno-TICK ¢ ncnonb3oBaHMemM poACTBEHHOTO, HEPOA-
CTBEHHOTO N anbTepHaTUBHOIO foHopa. Ayto-TICK npu MAC n FOMMIT He nokasaHa.

AnnoreHHaa TTCK
. o AyTonormyHas
[JuarHos | CoBMeCTMMbI HepopcTBeHHbIN | AnbTepHaTUBHbIN YaCTUYHO-COBMECTH- TIYCK
POLCTBEHHbIN COBMECTVMBII MblIli BOHOP (BKKOYaA ranjiouaeHTNY-
ZOHOp (cMbAWHT) | foHOP HOro A0HOPA)
MAC n Crangapr (Il) Crangapr (Il) DL Og:cl)l::HHf)Ba-
OMMJ1 Al AEl onuu (1) Eo m A

HexomxknHckue numépomni (HXJ1) y getein n nogpocTKos

HexogxknHckume numdombl (HXJT) npenctaBnsioT cob0n reTeporeHHyto rpynmny 3a6o-
neBaHun. Y geten valye Bcero Bctpeyvatotca 5 tunos HXJT (numdoma bepkutTa, and-
¢dy3Hada B-kpynHokneTouHaa numdoma, nepBuYHaa MeamacTuHanbHaa B-kpynHokne-
TOuHas NMMOMa, aHannacTMyeckas KPynHOKeTouHas numboma n numebobnacTHas
numboma (J1/1)). B uenom npu neyeHnn nepsbixX YETbIPEX 13 BbILIEYNOMAHYTbIX MOATU-
nos HXJT ncnonb3yoTca ognHaKkoBble noaxodbl B Tepanuu, a npu neveHum J1J1 — npuH-
uunbl Tepanum OJ1/1. Bce 310 no3BonsieT 06beauHNTL pekomeHdauuy no TTCKy geten
ana scex HXJ1. B cnyyae 1-i1 nonHon pemnccumn nposefeHne TICK He nokasaHo, 3a uc-
KOYeHEeM NaLMEeHTOB BbICOKOW Ipynmbl prcKa (OTCYTCTBME afjeKBAaTHOrO OTBETa Ha
Tepanuio 1-i IMHUK, HaNInYne MONEKYNIAPHO-OMONOTMUYECKNX U LIUTOTEHETUYECKUX He-
6naronpusATHbIX MAapKePOB); B 3TOM C/lyyae paccMaTpurBaeTcs Kak anno-TrCK (J1)1), Tak
n ayT1o-TI'CK (ocTtanbHble Buabl HXJT). Y nauuneHnTos ¢ J1J1 BO 2-1 pemuccnn cTaHgapTomM
ABNAeTCA npoBeaeHue anno-TICK, npu 3TOM UCTOYHUKOM TPAHCMIaHTaTa MOXET ObITb
B TOM YncC/ie anbTepHaTMBHbIM JOHOP. Y geTen ¢ gpyrumun tnnamu HXJ1 Bo 2-11 pemuc-
cum 06bIuHO NpoBoanTcA ayTo-TICK; anno-TICK vale Bcero paccmMaTpuBaeTca y naum-
€HTOB C peungnsom nocne ayto-TICK.

AnnoreHHaa TTCK
Jlnartos CoBMeCTVMbIV HepoacTBeHHbii ﬁgfgs;gg‘:;:g ;2%2";' ¢I)_/(':I';J10I'VIHHaH
POLACTBEHHbIIA COBMECTVMBIIA (BKMIOUAA FaNNOUAHTAY-
AOHOP (CMBAVHS) | fOHOP HOTO fOHOPA)
NP1
(MUKt O6bIYHO He peKo- | O6bIYHO He peKo- | OBbIUHO He PEKOMEHAO- O6bIYHO He peKo-
PUCK) meHgoBaHo (1) meHgoBaHo (1) BaHo (Il) meHgoBaHo (I1)
NP1
. | KnuHunyeckas KnuHnueckas KnuHnueckas KnuHnueckas
HXJ1 | (BblcOKUIA
onuws (Il) onuwusa (Il) onuwms (Il) onuws (Il)
puCK)
KnuHnueckan KnuHnueckasa
NP2 CraHpapr (II) Cranpapr (1) Sl e ]
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Niumdpoma XopxkuHa (JIX) y petein un noapocTKOB

JIX aBnAeTcA ofHMM 13 Hanbonee YacTo BCTPEUAIOLLMXCA OHKONOrMYecKnx 3abonesa-
HUIM y noapocTKoB. B 1-in pemuccnn nposepeHmne TICK He nokasaHo. OgHako B cnyyae
JOCTUXeHMA 1-1 pemmnccnn y naumeHTa ¢ pedppakTepHbiM TedeHrem JIX nposBeaeHne
ayT1o-TI'CK cunTaetca HeobxoanmbiM. B cnyuae passutua peuymanaa JIX n npm goctmxe-
HuK 2-n pemunccnmn ayto-TICK ocTtaetca 3onoTbim cTaHgapToM. Anno-TICK Takxe moxeT
paccmaTpmBaTbCA Y NaLMEHTOB C peLnanBupyowmnm n pedppaktepHbimM TedeHnem JIX
(B cnyvae peungrea nocne ayto-TICK).

OnarHo3

AnnoreHHaa TTCK

CoBmecTMbIV poa-
CTBEHHbIVI AOHOP
(cnbnuHr)

HepopacTtBeHHbI co-
BMECTUMbIII AOHOP

AnbTePHATUBHbIN
YacTUYHO-CO-
BMECTUMbIN

LloHOp (BKNtoYasn
ranionaeHTNYHoro
ZloHOpa)

AyTtonorunyHaa TICK

[epmuHOreHHble
onyxonu (ped-
paKTepHble)

O6bIUHO He peKo-
meHgoBaHo (1)

O6bIYHO He peKo-
meHgoBaHo (1)

O6bIYHO He peKko-
meHzoBaHo (1)

MeTog pa3pabartbl-
BaeTcA

Onyxonu cemeincTea capkombl FOuHra (OCCIO) y geTeii n nogpoCTKOB

AnnoreHHas TFTCK
AnbTepHaTuB-
CoBMeCTUMbI HbIA YacTny- AyTonormyHas
. HepogacTteeH- . 5
[wnarHos POACTBEHHbIT Ff il HO-COBMeCTH TrcK
oHOp (cH- HbIl COBMECTU- | Mbli1 LOHOP
A P MbIln LIOHOP (BKntoyas
6n11Hr) rannonaeHTuy-
HOro floHopa)
O6bIYHO He O6bIYHO He O6bIYHO He O6bIUHO He
NP1 pPEeKOMeHA0Ba- | PeKOMeHAOBa- | PEKOMEHOBa- | PeKOMeHA0Ba-
Ho (II) Ho (1) Ho (1) Ho (1)
JIX
Mepsbin peyn- | KnnHnyeckas KnnHunyeckasn KnuHnueckas Crannarail
ous, NP2 onuwua (1) onuwua (1) onuwua (1) Aap

repMI/IHoreHHbIe onyxosnny pertenn noapocCcTKoB

Kak npaBusio, y NaLMeHTOB C rePMUHOTEHHbBIMI OMYXOAMM MOXHO AOOUTHCA XOPOLLMX
pe3ynbTaToB NpY UCNOJSIb30BaHMW CTaHAAPTHbIX Cxem Tepanuu. BblICOKOAO3HaA KOH-
conupauma MoXKeT paccMaTpUBaTbCA Y NaUMEHTOB rpynmnbl BbICOKOro pucka. K rpyn-
ne naumeHToB C nepudepuyYeckMMn repMUHOTEHHBIMU OMYXONAMY BbICOKOTO pUCKa
OTHOCATCA AETU C NEPBUYHO-PEINCTEHTHBIMU GOPMAMU N PE3UCTEHTHBIM PeLVam-
BOM 3a00/1eBaHNA, @ TaKXKe Te MaLMEHTbI, Y KOTOPbIX He y[anocb AobuTbcA agekBat-
HOrO NIOKaNIbHOrO KOHTPONA. Y AeTen C LeHTPanbHbIMU rePMUHOTEHHbIMIN ONYyXONAMMN
ayTo-TICK ncnonb3yetcAa Npu HeJOCTaTOYHOM OTBETEe Ha WMHAYKLUMOHHYIO Tepanuio,
a TakXe Y MaUVeHTOB C XVIMUOYYBCTBUTESIbHBIM PeLranBom 3aboneBaHus. OnvcaHbl
edNHNYHble CiyyYan ncnonb3oBaHna anno-TICK y naumMeHTOB C repMUHOFEHHbIMI OMny-
XonaAmu (B 6ONbLUMHCTBE CJTyYaeB NPU HEMPUXMBIEHM nocse ayTo-TICK). Tem He me-
Hee MOKa HeT flaHHbIX O NpenMyLLecTBe 3TOro noaxoaa nepeq ayto-TICK.

OcHoBHOe noka3saHue ana BbinofHeHnA ayTo-TTCK y nepsuryHbIX naymeHtos ¢ OCCIO
— OTCYTCTBUE BO3MOXXHOCTW afieKBATHOTO JIOKaSIbHOro KOHTPOJIA onyxonu (oceBas no-
Kanusauus nepBrYHON onyxonu, 60sbLiol 06beM NEPBUYHOINO ovara), 4OMONHUTESb-
HbIM MOKa3aHMeM MOXeT OblTb HefoCTaTOUYHaA CTeMneHb JIeKapCTBEHHOIO MATOMOp-
$0o3a nocne NHAYKUMOHHOM xumunoTepanuu. Kpome Toro, ayto-TICK BbinonHAeTcA Ha
3Tane KOHCONMVAAUUn Npy NePBUYHO-ANCCEMUHNPOBaHHBIX GopMax 3aboneBaHus, 3a
NCK/IOYEHVEM MALMEHTOB C N30IMPOBAHHBIM MOPaXKeHNEM nerkux. [Mpu focTrxKeHnm
afEKBATHOTO JIOKAJIbHOrO KOHTPOJA Y 3TWX MauMeHTOB METOAOM Bblbopa cunMTaeTcs
ToTaJibHOe 0b6nyyeHve nerkmx. Y nauveHToB ¢ MHOXKECTBEHHbIMI MeTacTa3aMu B KO-
CTU 1 NOpaKeHneM KOCTHOro mo3ra ayto-TI'CK morkeT paccmaTtpmBaTbCA B KayecTBe
MeToAa KoHconmpaumun. Tem He MeHee faxe nocne nposefdeHua ayto-TICK nporHos
ocTaetcs HebnaronpuATHbIM. AyTo-TICK MOXeT ncnonb3oBaTbCs Npu peumanee 3abo-
neBaHuA, 0COBEHHO NPU XOPOLLEM OTBETE Ha TePanuio Y NaLMEHTOB C OTAENbHbIMU Me-
TacTaTU4eCcKnMm ovaramu, paHee He nonyydaswmx BAMNXT ¢ ayto-TICK. Bo3amoxkHOCTb
nposefeHusa anno-TICK MoXeT paccMaTpuBaTtbCA y NaLMEHTOB C AUCCEMUHUPOBAH-
HbIM PELVANBOM 3aboneBaHuA. TeM He MEHEE PETPOCMEKTVBHbBIV aHaNn3 He npoge-
MOHCTPMPOBAN NperMyLLecTBa MeTOAAa NO CPaBHEHUIO CO CTAaHAAPTHLIMU MeTofaMuU

Tepanun.

OnarHo3

AnnoreHHaa TTCK

CoBMecTuMbI poa-
CTBEHHbIV JOHOP
(cnbnuHr)

HepopacTtBeHHbIi co-
BMECTVMbIN JOHOP

AnbTepHaTUBHbIN
LOHOp

(4acTnyHO-
HECOBMECTUMDbIN,
ranionaeHTUYHbIN,
NynoBMHHasA KPOBb)

AyTtonorunyHaa TFCK

Capkoma tOuHra
(BblCOKMI
puck unmn >MP1)

MeTopa pa3pabatbi-
Baetca (Il)

MeTop pa3pabaTbi-
Baetca (Ill)

MeTopn paspabatbl-
Baetca (Ill)

KnuHnueckas
onuua
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MsaArkoTKkaHHble CapKOMblI

B pamKkax paHAOMM3NPOBaHHbIX MCCIe[OBAHUIA HE MPOAEMOHCTPUPOBAHO NperMyLLe-
cTBa ayTo-TICK nepea nopgaepxunsatoLLen Tepanven y naunmeHToB C NepBrYHO-AUCCe-
MWUHUPOBaHHbIMN UK HeornepabenbHbIMI NOKaNM30BaHHbIMU GOPMaMMN MATKOTKaH-
HbIX CapKOM. B HacToALLee Bpema 3TOT METOA He BXOAWT B CTaHAAPT Tepanum 1 MOXeT
paccmaTpmUBaTbCA TONIbKO B OTAENbHBIX Clyyasx Ha MHAMBUAYanbHOW ocHoBe. Cylue-
CTBYeT OrpaHNYeHHbIN OnbIT npuMeHeHnA anno-TICK y nauneHToB ¢ peynamMBoMm 3a-
6oneBaHuA. XOTA y MaUMEHTOB C OCTAaTOYHbIMW OYaraMu MOpa)keHWUA Habnoganucob
TONIbKO KPaTKOCPOUHbIE OTBETbI, BO3MOXHO, UTO MCMONb30BaHMe anno-TICK no3sonut

KOHTPOJNIMPOBAaTb MUHNMAJIbHYIO OCTAaTOYHYIO 60ne3Hb.

[narHos

AnnoreHHasa TICK

CoBMeCTVMbIN pof-
CTBEHHbIVI OHOP
(cnbnuHr)

HepopcTtBeHHbIN co-
BMECTVMbI AOHOP

AnbTepHaTUBHbIN
YaCTUYHO-CO-
BMECTUMbIN

LOHOP (BKMtoyas
ranjiovuaeHTMYHOro
[loHOpa)

AyTonornunasa TTCK

MsrkoTkaHHble
CapKOMbI
(BbICOKMI pUCK
wnn > MP1)

O6bIYHO He peKo-
MeHA0BaHO

O6bIYHO He peKo-
MeHA0BaHO

O6bIYHO He peKo-
MeHA0BaHO

O6bIYHO He peKo-
MeHA0BaHO

OcTeoreHHas capKkoma

B HacToALmMI MOMEHT HET CTaHZapTHbIX NMoKa3aHui K ayTo-TICK y naumeHToB C 0CTeoreHHom
capkomoii. CornacHo AaHHbIM OTAENbHbIX NCCNEA0BAHMN, BO3MOXHO NpumMeHeHune ayTo-TICK
Y HEKOTOPbIX NaLMEHTOB C peLmanBoM 3aboneBaHua. [laHHbix 06 addekTBHOCTM anno-TICK

HeT.

AnnoreHHas TICK
AnbTepHaTVBHbIV
CoBMeCTVMBIV poga- . 4acTM4YHO-CO-
[narHo3 e ,qomf it HepOACTBEHHbIN CO- | BMECTVMbIIA AyTonornunasa TICK
6 P BMECTVMbIV AOHOP | AOHOP (BK/IIOYaA
(cnbnuHr) rannouAeHTUYHOro
ZoHopa)
OcTeoreHHas O6bIYHO He peKo- O6bIYHO He peKo- O6bI4YHO He peKo- O6bI4YHO He peKo-
capkoma meHgoBaHo (Il) meHgoBaHo (Il) meHgoBaHo (Il) MeHOO0BaHO
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Helipo6nactoma

AyTo-TICK BXOAWT B CTaHAAPT Tepanum y NaLUEeHTOB C HENPOO6IACTOMON rpymMbl BbICOKOrO
prcka (naumeHTbl cTaplue 12 mecAueB C 4-1 cTagrenn 3aboneBaHus, BCe NaLneHTbl C am-
nnndurkauymern MYCN). Anno-TICK He BxoauWT B CTaHAAPT Tepanuy NepPBUYHbIX NALMEHTOB.
Mpenmywectso anno-TICK oT coBMeCTMMOro poACTBEHHOro AoHopa nepeq ayto-TITCK
B 1-1 NHUW Tepannu He Aoka3aHo, B GONbLUMHCTBE C/Ty4aeB 3TOT METOA UCMOSb3yeTcA Npu
HenpwxneneHuun nocne ayto-TICK.

AyTo-TI'CK nprMeHsAeTCA Y NaLMeHTOB C peLmanBoM 3aboneBaHUsA, paHee NnosyyasLumx fe-
YeHue No NPOTOKOY ANA NaLNEHTOB HU3KOIO U cpefHero pucka. MNpu 4ocTuKeHnn xo-
poLlero OTBeTa Ha Tepanuio y NaLyeHTOB C PeLMANBOM, UCXOQHO OTHOCKBLUMXCA K Fpyrnne
BbICOKOIO priCKa, BO3MOXXHO BbIMOJIHEHWE TaHAeMHOM ayTo-TICK nubo anno-TICK. Yaue
ncnonb3yetca anno-TTCK oT anbTepHaTVBHOIO (ranionaeHTUYHOro) [OHOPA.

CornacHo [aHHbIM OAHOLEHTPOBOrO WCCNIEAOBaHMA, NMPYMEHEHUE Tepanuu KieTkamm
GD2-CARTO1 npoaeMOHCTPUPOBAsIO CBOK OCYLLECTBMMOCTb U 6€30MacHOCTb B SleUEHUN
HelpoONacTOMbl BbICOKOTO puUcKa. HexxenatenbHble TOKcuYeckre 3GdeKTbl, CBA3AHHbIE
C NeYyeHVieM, KOHTPONIMPOBANIMCh 3a CYET aKTMBaLMM BCTPOEHHOTO reHa-cymuuaa. Mony-
YeHHble pe3ysbTaTbl MO3BONAIOT NPEeANONoXKUTb, UTo KneTkn GD2-CARTO1 moryT obnagatb
CTOVKMM MPOTMBOOMYXO/EBbIM AeNCTBMEM.

AnnoreHHasa TICK
Anbtep-
. | Hepopcteen- |HaTMBHbIN AyTonoruy- CAR-T knetou-
Anartios PonCTBeHHbWi HbIN CEEITTHONIE= Hasa TICK Has Tepanus
COBMECTUMbIV _ | BMECTUMbIV
e COBMECTUMBIR | 160 (BKMioUas
AOHOP rannongeHTny-
HOro JOHOpPa)
MeTop,

. Bbicokuin PazpabatbiBa-
Helipo6 pyICK N Metop pa3pa- | Metop pa3pa- | Metog pa3paba CrahaapT | crcn (1) npu
nactoma 6aTbiBaeTcA 6aTbiBaeTcA TbiBaeTCA

>MP1 pedpakTep-
HOM TeYeHnn)
Hedpobnacroma

MoXHO paccmatpuBaTtb npuMeHeHve ayTo-TICK y naumeHToB ¢ peumansom 3abone-
BaHVA NPW OTBETE Ha 2-10 JIMHMWIO Tepanuu, ecivi NPUCYTCTBYIOT AOMOSIHUTESIbHbIE He-
GnaronpusATHble NPorHocTudeckme GbakTopbl (PaHHWI PeUVAnB, AMCCEMUHUPOBAHHOE
nopakeHune Npuv peunanee, peunams B paHee obsiyueHHon obnactu, 6onee AByX npe-
MapaToB B NMepBOHaYanbHOM peXxrme NHAYKLUOHHOM Tepanun).
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AnnoreHHaa TTCK
ANbTEPHATVBHBbI n
[narHos PofcTBeHHbiIN HepopacTBeHHbiIi 4aCTNYHO-CO- T%/gznormm-laﬂ
o o BMECTVMBbIN
COBMECTVMbIN COBMECTVMbIN
LloHOp (BKNtoYan
AOHOP AOHOP raniovAeHTUYHOro
[loHOpa)
Onyxonb
Bunbamca S IP1 O6bIUHO He peko- | O6bIYHO He peKko- | O6bIYHO He peKko- | MeTopa pa3pabatbl-
(Hedpob- meHgoBaHo (II1) meHgoBaHo (I11) meHgoBaHo (II1) BaeTcA
nactoma)

Onyxonun mo3sra

AyTo-TICK mMOXeT NMprMMeHATbCA y NaumMeHToB Mnaguwe 4 neT ¢ Mefynnobnactomon
(knaccmyeckasa mepynnobnactoma, KpyrnHOKIETOUYHasA aHannacTmyeckasa menynnob-
nacToma), OTHOCAWMXCA K MoneKynapHow nogrpynne 3/4 (SHH), c xopowwum oTse-
TOM Ha VIHAYKLMOHHYIO Tepanuto, y nauMeHToB ¢ Mmegynnobnactomon mnagwe 4 net
C MeTacTaTUyYeCKUM MOPaKeHEeM U y AeTel C XMMUOYYBCTBUTENbHbIM PeLuanBoM
Meaynnobnactombl (Mnn Apyrux sSMO6PUOHaNbHbIX OMyXONei rofIoBHOro mMo3ra). Takke
KaHgmpaTamu ana ayto-TICK asnatotca nayneHTsl ¢ ETMR (3M6purioHanbHas onyxonb
C MHOXECTBEHHbIMM PO3eTKaMM) C YaCTUYHbLIM/MOJSHBIM OTBETOM Ha Tepanuio 1 AeTu
Mnagwe 4 neT C NPUMUTUBHBIMU HENPOIKTOAEPMASTbHBIMU ONYXONIAMN NPU HANNYKUK
JONONHUTENbHbIX GaKTOPOB prCKa (HenonHasa pesekuns). [laHHbIX, CBUAETENbCTBYIO-
wmx 06 adpdekTnBHOCTY anno-TICK y geTen C onyxonsmMu roloBHOrO MO3ra, HeT.

AnnoreHHasa TICK

AnbTepHaTUBHbIN
YaCTUYHO-CO-
HepopcTBeHHbIN CO- | BMecTUMbIN
BMECTUMbIiI IOHOP | AOHOP (BKtoYas
ACLRE ranaonaeHTUYHOTO
[loHOpa)

PofcTtBeHHbIN
COBMECTMMbIIA

[narHos AyTonornunasa TICK

O6blYHO He peKo-
meHgoBaHo (II1)

O6blYHO He peKo-
meHgoBaHo (II1)

O6blYHO He peKo- MeTop pa3pabatbi-

Onyxonu mo3ra
meHgoBaHo (II1) Baetcs

BpoxpeHHble aedpekTbl UMMyHUTeTa (BAN)

BOW —reTteporeHHas rpynna Taxenblx reHeTuYeckr 00ycnoBneHHbIX 3a60neBaHuii, BbI3BaH-
HbIX HEOOPATMMbIM HapyLLIEHNEM OQHOMO U HECKOMbKNX 3BEHbEB MMMYHUTeTa. Knaccu-
yeckue npusHaku BOW — nepcuctupytowme nHdekumm, Bbi3aBaHHbIE ONMOPTYHUCTUYECKU-
MW areHTamu, NPOABAALLMECA B NepPBble MeCALbl XM3HU pebeHKa, OfHaKo Bce 6onblue

CTaHOBUTCA NaumeHToB ¢ B[V, anarHocTtmpyembix B 6onee no3aHne CPoKu C KIMHUYECKON
KapTVHOW ayTOVMMYHHbIX NPOSBIIEHN NGO CUMMNTOMOB 3/10KaueCTBEHHbIX HOBOOOPa30-
BaHU. Anno-TICK 1 reHHas Tepanua ABAAOTCS METOAAMM fleueHus], CNOCOOHbIMUN n3ne-
unTb NaumeHToB ¢ BAW. HecMoTpsi Ha MHTEHCUBHOE pa3BuTME 1 GosbLIME NEPCNEKTMBDI,
reHHaa Tepanua BCe elle ABMAETCA SKCMepPUMEHTANIbHON METOAMKOW, U ee NpYMeHeHne
BO3MOKHO Npu OTAeNbHbIX Braax BAW, nostomy B HacToAwwee Bpema anno-TICK ocTtaet-
CA eOVHCTBEHHbIM LUMPOKOZOCTYMNHbIM METOAOM fleYeHVA OaHHOW rpynnbl NaLyeHTOB.
Taxkenbii KOMOUHMPOBaHHBI UMMyHozeduumt (TKVH) npeactaBnset cobon Hambonee
TAXenbI BapuaHT BN, accoummpoBaHHbIN C BbICOKMM PUCKOM fleTanbHbIX OCIOKHEHWI
B NMepBble MecALbl XN3HY pebeHKa. BoinonHeHme anno-TICK nauymentam ¢ TKMH nokasaHo
B KpaTuanve cpokm. IPPEKTUBHOCTb JaHHOTO METOAA Tepanum C JOCTKEHNEM YPOB-
HA o6Lel BbhKMBaemMocTy 6onee 90% cBA3aHa C UCMOJIb30BaHNEM COBPEMEHHbIX CXeM
PEXMMOB KOHANLMOHNPOBAHUS 1 npodunaktuki PTIX 1 no3BonseT ncnonb3oBaTb Kak
COBMECTUMbIX POACTBEHHbIX, HEPOACTBEHHbIX JOHOPOB, TaK U anbTePHATUBHbIX YacTny-
Ho-coBMeCTUMbIX. Anno-TICK MOXeT NprBECTY K U31eUEHUI0 MHOTX APYTX T-KNeTOUHbIX
nna (nedpmumt CDAOL, cHapom Buckotta—Onapurua, aedekTbl haroumTosa, XpoHuyeckas
rpaHynemartosHas 60me3Hb, cemeliHbIli reModaroyuTapHbIn IMMGOrncTMounTo3 1 ap.).
OpHako 6011bLIOe KONMYeCTBO BapraHToB BV ¢ yHMKanbHbIMUL KIMHNYECKUMY NPOsB/e-
HUAMU 11 TedeHrem TpebyeT AeTanbHOro MynsTUANCUMNINHAPHOIO NOAXOAA K BbIOOPY Na-
LIMEHTOB, KOTOPbIM AENCTBUTENBHO NOKa3aHa anno-TICK. PaHHee nposeaeHmve anno-TICK
TaK>Ke COMPAMEHO C JTyULLIVM NMPOrHO30M B 3TOW rpynmne NaLneHToB.

AnnoreHHas TTCK
YacTnyHo-HeCoBMECTVMbIN
lnarHos CoBMeCTUMbINI | COBMECTUMbIA ?f;:fﬁrfg”::c‘g'; hﬂ:ch:dF:Ablﬁ AyT(flf'l_‘ér;'q'
. " - HasA
POACTBEHHBIN HEPOACTBEHHbIN HepPOACTBEHHbI AOHOP,
AOHOP (c6amHr) | AOHOP MyMNOBKHHAA KPOBb, ranaou-
OEHTUYHBIN AOHOP)
TKUH Cranpapr (1) Cranpapr (1) Cranpapr (1) E:“:E"'Me'
KnnHunyeckas He npume-
Opyrve BOU Crangapr (1) Crangapr (1) B HIAMO
. KnunHunyeckan He npume-
Cemenxas dopma [ | CraHgapr (1) Crangapr (Il) ) HUMO
AyToBocnanuTenbHble | KnuHnyeckas KnuHnueckas KnunHunyeckas He npume-
CYHAPOMbI onuws (1) onuwua (Il) onuwma (Il HUMO
He-TK/H komburHu-
CraHgapt nnu KnuHuyeckasa | He npume-
pOBaHHble UMMYHO- Crangapr (1) Crangapr (Il)
onuwua (Il) HUMO
nedbnynTol
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HacnepacrBeHHble 6onesHn o6meHa BelljecTB

Anno-TICK asnaetca 3¢ deKTVBHbIM METOAOM JleYeHUsa AnA nauueHToB ¢ 60nbwmm
CMEeKTPOM PasfnYHbIX HapyLIEHW MeTaboIM3Ma, B YaCTHOCTU, C NEPOKCMCOMHbIMM 60-
ne3sHamu (MB), nn3ocoMHbiMM 6one3HAMM HakonneHua (JIBH) n HekoTopbiMu gpyrumm
HacneACTBEHHbIMU HAPYLLUEHUAMY MeTaboM3Ma.

Mpw JIBH, B yacTHOCTK, Npn MyKononucaxapugo3se | Tuna (cuHgpom Nypnepa), TpaHc-
nnaHTaumsa nossonset obecneynTb OpraHN3m HegoCTalLWM GepMeHTOM 3a CYET [JO-
HOPCKNX MUENIONAHbIX KNETOK, BKMoYaa MUKpOrnunioo. Haunyuwune pesynbtatbl JOCTU-
raloTca Npu paHHeM MpPoBeAeHUM npoueaypbl (10 2 neT) OT JOHOPA C HOPMasbHbIM
bepMeHTHbIM CTaTyCOM, MCMOMb30BaHUM PeXUMa KOHOULMUOHMPOBAHMA Ha OCHOBE
6ycynbdaHa gis [OCTUXKEHWS MOSHOFO JOHOPCKOro XMMepr3Ma 1 MPYMEHEHN Nyno-
BVHHOW KPOBM UM KOCTHOFO MO3ra B Ka4yeCTBe UCTOUYHMKA CTBOOBbIX KneTok. OgHako
JaXke ycrelwHas TpaHCNIaHTaumMA Wb 3amefnsaeT, HO He YCTpaHAEeT MNOJTHOCTbIO OTAa-
NeHHble NposABneHna 3aboneBaHms.

Mpu meTaxpomaTryeckoin nenkoguctpopum (M) anno-TFCK HeapdpeKkTBHA B paH-
Hell MHGAHTUNBHON GOPME, HO MOXET CMArYUTb TeUEHVE BEHWIIbHOW 1 B3POCIION
bopm npur cBOEBpEMeHHOM NpoBefeHMN. MeTo TakKe npumeHsieTca npu apyrux JIBH,
Bkmtoyass MIMC Il Tuna, MMAC VI Tuna n 6one3Hb BonbmaHa. Beugy pegkoctu 311x 3a60-
NEeBaHNI KaXKAblA Clydyal TpebyeT MynbTUANCUUMANHAPHON OLEHKNM CrieLManncTamu.

Cpeau INMb anno-TICK gokasana cBoto 3¢pPeKTMBHOCTb B MpeaoTBPaALLEHM NPOrpeccu-
poBaHus LepebpanbHol popmbl X-cLenneHHon agpeHonekoguctpodun (X-AJ) npu
paHHeM BblAABNeHWN natonorum no gaHHbiM MPT. lpouegypa He nokasaHa nauveHTam
C faneko 3aweawvmm ctTaguamm 3aboneBaHnsa U He BAVAET Ha Pa3BUTUE MUENONATUN.

Mpn MUTOXOHAPUANIBHON HEMPOracTPOMHTECTUHANbHOW 3HUedpanommonatum (MNGIE),
BbI3BaHHON AeduupmTom TmmanHbocdhoprnasbl, anno-TICK obecneunsaeT opraHn3m
HepgocTaloWmm depMeHTOM 1 NpefoTBPaLLaeT HaKoMIeHe TOKCMYHbIX MeTabonnToB.
HecmoTps Ha CnoXHOCTb NpoLeaypbl, OHa PacCMaTPUBAETCA Kak CTaHAAPTHbIN MeTof,
neyeHwus.

OcTeoneTpo3 npepcTaBnseT cobor reHeTUYECKN reTeporeHHoe 3aboneBaHue, 06y-
cnoBneHHoe AedeKTamu reHoB, perynupyoLmx GyHKLIMIO OCTEOKIACcTOB, U XapaKTepu-
3ylolleeca HapyLleHrieM pe3opbumy KOCTHOWM TKaHW C MaToNorMyeckm yBenmnyeHmem
ee nnoTHocTw. MNpun Knaccnyeckom MHGAHTUIIBHON GopMe OTMEUADTCA PaHHME Ku-
HUYecKne NPoABMIEHNVA, BKNIOYaA MaKPOKPaHWIO, HapyLLeHWA 3peHms, remaTosiormye-
CKYI0 He[OCTaTOUYHOCTb, FrenaTocnieHoOMeranaumio U rmnokKanbLmemumto. B Taknx cnyvasx
nokasaHo cpouyHoe nposefeHue TICK nocne ucknuyeHnsa HenpogereHepaTUBHbIX
dopm 1 pedeKkToB, He cBA3aHHbIX C YHKLMEN OCTeoKnacToB. [pu aTnnmyHbIX popmax
C NO3AHMM Hayanom 3aboneBaHMA TPAHCMIAHTALMA MOXKET PacCMaTPUBATLCA NPY pas3-
BMTWMW reMaToNOrMyeckon HefoCTaTOYHOCTM UMM Yrpo3e NoTepu 3peHns.

nepCI'IeKTVIBHbIM HanpaBneHnem ABNAETCA reHHaA Tepanna C NCNOJIb30OBaHNEM reHe-
TN4YeCKn MO,D,VI(I)I/ILWIpOBaHHbIX AYTONOMNYHbIX CTBOJIOBbLIX KNETOK, o6ecr|et4v|Ba|ou4|/|x

cBepxd13NONOrNYECKYHO BbIPaboTKy bepMeHTOB. DTOT NOAXOA YXKe NPUMEHAETCA Npu
nosgHen nHpaHTUNbHOM dopme MJ1 1 M3yyaeTcsa B KIMHUYECKUX UCMbITAHUAX NPU
MPSIH n MPSIIIA. JIeHTUBMPYCHbIV FeHHbIN TepaneBTUYeCKUi npenapar Ana neyeHuns
X-AJ[ Takke HefaBHO ofobpeH EMA. OnHako ansa BCex 3TMX METOLAOB KpaliHe BaXKeH
TLWaTEeNbHbIN OTOOP NaLNEHTOB.

HacneacrBeHHble meTabonunyeckue saboneBaHunA (npop,oml(el-me)

AnnoreHHaa TITCK
. | Hepoa- AnbTepHaTUBHbBIN AVTONOMU-
QnarHos PopcTBeHHbIN CTBZHibm YaCTUYHO-COBMECTU- 4
. 5 Haa TICK
COBMECTVMBIN . | MbI1 LOHOP (BKtO-
[oHOp COBMECTUMbIV | 54 rannongeHTUY-
A0HOp HOro JOHOpPA)
CuHppom lypnep
He npume-
(MNC IH tTna, Taxe- | Crangapr (Il) | Crangapr (1) | Crangaprt (I1) HSMS <
nasa popma)
MMC I Tnna (nerkaa | KnuHuyeckaa | KnuHuueckas | KnuHnuyeckas He npume-
dopma) onuwua (1) onywua (1) onuwua (1) HUMO
Curapom XakTepa, KnuHnueckas | KnuHnueckaa |KnuHuyeckas He npume-
Takenas dopma
(MMC A ) onuwua (Il) onuwms (Il) onuwua (Il) HUMO
Mykononu- vna
caxapupgosbl
Cnrapom XarTepa, KnuHunueckaa | KnuHnueckasa |KnuHnyeckas He npume-
nerkan gopma (MNC onuwsa () onuwus (Il) onuwus (II) HUMO
IIB Tvna) . . =
CuHppom MapoTto- | KnuHnyeckas | KnuHuyeckaa | KnuHuyeckas He npume-
Namu, (MNC VI Tuna) | onuwms (1) onuwmsa (Il) onuwmsa (Il) HUMO
Cungpom Cnas, KnuHnueckasa | KnuHnueckaa |KnuHuyeckas He npume-
(MAOC VIl Tnna) onuwua (1) onywua (1) onuwua (1) HUMO
MM, no3aHsA nH- KnuHunueckasn He npume-
daHTMNbHaA popma Sl | Getpoedl) onuwusa (1) HUMO
CouHronu-
nngosbl
MI[, paHHAA oBe- | KnnHuyeckaa | KnuHuueckaa | KnuHuueckas He npume-
HunbHasa dopma onuwus (Il) onuwms (Il) onuwusa (Il) HUMO




MPS (MMC) - mykononucaxapupos; MLD (MJ1[) - metaxpomatuyeckas neitkoanctpopus; MK/ (GLD) - rno6oungHo-KneTouHas neiikoanctpodus
* — TONbKO B C/lyyae ANArHOCTUKN B NepBble HefieNN XM3HU Y 6eCCYMMTOMHbIX NALMEHTOB; ** — TONIbKO MNP CEMENHBIX Cy4anx
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eEE e TIER HaCﬂenCTBeHHble meTabonnueckue saboneBsaHun (I'IPOAOH)KEHIIIE)
1 CosmecTumblii | Hepog- AnbTepHATUBHDII AyTonornu- AnnoreHHasa TTCK
narHos _ o YaCTUYHO-COBMECTU- .
poQCTBeH CTBEHHBIN . | MbI1 foHOP (BKNtO- Han TICK CoBmecTumbln | Hepop- AJIbTEPHATUBHbIN AyTonoruy-
HbIli LOHOP COBMECTUMBIA | ag rannomaeHTY- [vnarHo3 ~ - YaCTUYHO-COBMECTU-
POACTBEH CTBEHHbIN » Has TICK
(cn6nuHr) lOHOP HOrO 0HOPA) M . | MbIn foHOP (BKIIO-
HbliA LOHOP COBMECTUMBIN | aq rannonaeHTy-
(cnbnunr) AOHOP HOro AoHOpPa)
MM, no3gHAs oBe- | KnuHnyeckas | KnuHuyeckaa | KnuHuyeckas He npume-
HWbHasA dopmMa onuws (Il) onuwmsa (Il) onuws (Il) HUMO JIM30COMAJbHbIE BONE3HW HAKOMJIEHWA
O6bIYHO He
MI, B3pocnan KnnHnueckas He npume- Anbda-maHHO31[03 LODLIEL SR W ELIACEE R LR e peKomeHpo-
i Il ] Il
bopma Cranpapr (Il) | Crangapr (Il) sl HUMO onuwus (Il) onuwms (Il) onuwmsa (Il) sano ()
BonesHb Kpabbe [mukonporte- KnuHnueckaa | KnuHunueckasa |KnuHnyeckas He npume-
KnuHnueckasa | KnuHnueckasa |KnuHunyeckas He npume- Oyko3nao3
(FKN), paHHsAAa " v " MNHO3bI onuwus (1) onywua (1) onuwua (1) HUMO
onywua (1) onuwua (1) onuwus (1) HMMO
dopma
BonesHb Kpabbe AcnapTtunraokosa- | KnuHuuyeckasa | KnuHnueckasa |KnuHuyeckasn He npume-
KnuHnueckas He npume-
(TKM), nosgHana Crangapr (Il) | Crangapr (1) MUHYpUA onuwua (1) onywua (1) onuwua (1) HUMO
onuwus (I1) HMMO
dopma
. MeTtop paspa- | Metop paspa- O6bIYHO He
Metop paspa- | MeTog paspa- MHOXeCTBeHHbI MeTopa pa3spabatbl-
bonesHb HumaHHa- MeTop pa3pabatbl- | He npume- 6aTbiBaeTcA 6aTbiBaeTcA peKkomeHfo-
6aTbiBaeTcs 6atbiBaeTcs nebuumnt cynbdaras saetca (IIl)
Muka, Tn A () i Baetca (Ill) HMMO (1) (1 BaHo (Il)
CounHronu-
Mertop pa3spa- | Metog paspa- Apyrue Knununueckasa | KnuHuueckasa | KnuHunyeckas He npume-
nnAosbI Bone3Hb HumaHHa-— MeTop pa3pabatbl- | He mpume- nusocomHble | bonesHb BonbmaHa
6aTbiBaeTca 6aTbiBaeTcs onuwus (1) onuws (1) onuwus (1) HUMO
Muka, TN B () i Baetca (Ill) HMMO 60onesHn
M - [ M -
O6bIYHO He O6bIYHO He e el [Pl MeTop pa3pabatbl- | He nprme-
Bone3Hb HumaHHa- O6bIYHO He peKo- He npume- BbonesHb MNomne 6aTbiBaeTcA 6aTbiBaeTcA
peKomeHAo- | pEKOMeH[0- Baetca (Ill) HUMO
Muka, Tunbl C1 n C2 meHgoBaHo (I1) HMMO (1] (I
BaHo (Ill) BaHo (Ill)
MEPOKCUCOMHBIE BOJTE3HU
GM2-raHrnno3naos
(6onesHb Tea-Cak- I CBEIEE S O6bIYHO He peKo- He npume- X -
- . -CLenIieHHan apeHonenKo-
ca v Canpxodda), pekomeHao peKkomeHao meHgoBaHo (IIl) e dun AT 6 ) CraHpapt CraHpapt KnuHunueckana He npume-
BaHO (|||) BaHO (|||) ancrpooua , Uepeobpanb (")*** (")*** (”)*-x--x-
paHHAA dopma Has bopma onuua HUMO
GM2-raHrnno3ugos, | KnuHuyeckasa | KnuHuueckasa | KnuHunueckas He npume- MUTOXOHIPUAJIbHBIE BONE3HN
nosgHsas ¢opma onuwms (I)** onuwua (Il)** onuws (I)** HUMO N
MuToxoHApYanbHas HemporacTpo-
Knuhunueckas | KnuHuueckas | O6bIYHO He peKo- He npume-
MNHTECTVHaNbHas sHUedanommnona- ek e
onuwua (1) onywma (1) meHgoBaHo (Il1) HUMO
KnuHnueckasa | KnuHnyeckasa | KnuHunyeckas He npume- A (MNGIE)
bonesHb Gapbepa
onywua (1) onuwua (1) onuwus (I1) HVMO
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AnnoreHHasa TICK

CoBmecTuMbIN | Hepoga- AnbTepHaTUBHbIN AyTonormy-
Auartios poacTBeH- CTBEHHbI ““'Ailcg"‘mooﬂ;:rﬁg”' Haa TICK
HbI JOHOP COBMECTUMBIN | joq rgnnoﬁneHqu-
(cvbnwHr) AOHOP HOTO AOHOpa)
BOJIE3H OCTEOKJ/TACTOB (OCTEOIMETPO3)
Hetckuin
TCIRG1
«3/10Kave- He npnme-
CTBEHHbIN (#259700; CraHpapr (Il) | Crangapr (Il) | Crangaprt (1) HMME
ayTocom- OPTE1)
Ho-peLec-
CVIBHbIN
ocreonetpos | CLCN7 CraHpapT CraHpapt He npume-
(APO) (#611490; (")**f**p (”)**i*p CraHpapr (I)***** HMME
OPTB4)
TCIRG1 He npume-
(#259700; Crangaprt (Il) | Crangapt (Il) | Crangapr (II) HMME
OPTB1)
CLEN7 CraHpapT CraHpapt He npume-
(#611490; (lrwes e CraHpapr (Il)**** MO
OPTB4)
OSTM1 O6bIYHO He O6bIYHO He
O6bIYHO He peKo- He npume-
LleTckuit (#259720; peKomeHAo- | peKOMeH[0- e ) -
«3NoKaye- OPTB5) BaHo (Ill) BaHo (II)
:T?ESS,;I_W» SNX10 He npume-
H)cl)-peuec- (#615085; CraHpapr (Il) | Crangapr (Il) | Crangapr (1) HMME
. OPTBS)
CUBHbIN
ocTeoneTpos
(APO) KINDLIN-3 He npume-
(#612840; LAD3) Crangapt (I) | Crangapt (Il) | Crangapr (1) HUAMO
RANK He npnme-
(#612301; CraHpapr (Il) | Crangapr (Il) | Crangaprt (I1) Hvu\ncf)
OPTB7)
RANKL O6bIYHO He O6bIYHO He
O6bIYHO He peKo- He npume-
(#259710; peKkoMeHAao- peKkomeHpo- e () -
OPTB2) BaHo (IIl) gaHo (Ill) A
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AnnoreHHasa TICK
CoBMecTUMbIi | Hepop- AnbTePHATUBHbIN AyTonormy-
[OunarHos POACTBEH- TR YaCTNYHO-COBMECTU- | - oo~
N _ | MbIA fOHOP (BKtO-
Hblll JOHOP COBMECTUMBIN | o rannonaeHTy-
(cmbnuHr) AOHOP HOro AOHOpPA)
HekoTopble
myTaumm B CLCN7
(BOMMHaHTHbIE 1K
peLeccrBHble), MeTtog paspa- | MeTop pa3spa- . .
Mpomesxy- TCIRGT1, SNX10, 6atbiBaeTcA | 6aTbiBaeTCA QILZTTZQ ’()Iﬁ;ﬂiff“' ESJEMME
_ XXXXK KXXXK
TOUHbIGA RANK 1 RANKL Tak- | (HI)**** (1
ccronerpos | Y€ Mor e
on
on on
CAll MeTtog pa3pa- | MeTop pa3spa- Meron paspabatsi e e
(#259730; 6atbiBaeTcA | 6aTbiBaeTcA Baetcs () HAMO
OPTB3) (1) x*xx (U1 il
,£|o6p0Kai4e- O6bIYHO He O6bIYHO He
CTBEHHbIN CLCN7 SKOMEHIO- SKOMEHIO- O6bIUHO He PeKo- He npume-
ocTeoneTpos | (#166600; OPTA2) P A P A meHgoBaHo (II1) HUMO
(AIO) BaHo (Ill) BaHo (Ill)

*** _ TonbKo Ha paHHel1 CTajui BOCNaNTEeNIbHOTO NopakeHUA Mo3ra Y AeTeil.

**%¥ _TonbKO Ha paHHWX CTaauax (6e3 Taxenoro nopaxeHna XKT) 1 npy Hanuumm NOSIHOCTbIO COBMECTVIMOTO AOHOPA.
*HXXX _ B OTCYTCTBME NPU3HAKOB HelpogereHepaLum.

3amecTuTenbHan GpepmeHTHaA Tepanua ABNACTCA NPEANOUTUTENIbHON B NEPBOM SINHN:

-npu MMC | Tuna (nerkas gpopma);

- cuHppome Xantepa (MMC 1B Tvina);

- cnuppome Mapoto-Jlamu (MINC VI Tuna);

- 6onesHu BonbmaHa;

- 6onesuu NMomned

leHHaA Tepanua NpeanoYTMTeNbHa:

- NPV METaXPOMaTUUECKON NetkoancTpopum (CTaHAAPT NeveHnA A4nA MHaHTUNbHON GopMmbl, KnHUUeCKan onuva AnA paHHeN 1 No3aHeN
10BEHWbHON GOPMBbI).

HacnepcrBeHHble remonuTu4YeCcKne aHemummn

Anno-TICK B Tepanuu remornobuHonaTtuin (3-tanaccemma u cepnoBMAHOKNETOYHaA
aHeMuA) ABNAETCA pagnKanbHbIM meTogom neveHunsa. Anno-TICK ot 3qopoBoro cosme-
CTUMOTO CMOMIMHIA, a TaKXKe OT HEPOACTBEHHOIO COBMECTUMOrO JOHOPA ABMAETCA Me-
TOoAOM Bbl6Opa neveHna 6onblioin ¢opmbl B-Tanaccemmn. CoBepLIEHCTBOBAHNE CXEM
PEXUMOB KOHANUMOHMPOBaHMA 1 npodunaktukn PTMX nossonaeT nMcnosnb3oBaTb
KakK COBMECTUMbIX POACTBEHHbIX, HEPOACTBEHHbBIX JOHOPOB, TaK M aNbTePHATUBHbIX
YaCTUYHO-COBMECTMMbIX. Kak 1 Npu MHOMMX OpPYrvMx HacnefacTBEHHbIX 3aboneBaHNAX,
OYeHb BaXKHO npoBoauTb anno-TICK B paHHeM BO3pacTe [0 Pa3BUTMA OCITOXKHEHUN,
006yCnoBeHHbIX CUHAPOMOM Meperpysku »enesom. Takxe annoTICK moxeT paccma-
TPUBATbCA KaK KIIMHUYECKasa onuua AnA APpYrux HacnefACcTBEHHbIX FeMONUTUYECKNX
aHemuii. B HacToslee Bpema Bce 60MbLUYIO aKTyanbHOCTb NpuobpeTaeT reHHas Tepa-
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nunsA, O4HaKOo ee NpUMeHeHKe OOCTYMHO NPY OTAENbHbIX HO30M0MMAX, MO3TOMY B HAaCTO-
Awee Bpemsa anno-TICK ocTaeTca eAMHCTBEHHbBIM LWNPOKOAOCTYMHbIM METOAOM feye-

HWA faHHOW FPYMMbl NaLNEeHTOB.

AnnoreHHaa TTCK
HacnencreeH- YacTMYHO-HeCOBMECTUMbIN A
Hble remonuty- | CoBMecTuMbIn | COBMeCTMMbIi (a"bTePHaTV'BHbM AoHOp T%/EEHOFV"*Haﬂ
. .| (4aCTMYHO HECOBMECTVMBIV
yecKkme aHemunm pO,lJ,CTBEHH6bIVI HEPOACTBEHHbIN HepOJ]CTBEHHbIVI J[OHOP, Nyro-
AOHOP (cMBAVHT) | AOHOP BUHHAA KPOBb, raniouaeHTY-
HblIli AOHOP)
KnuHnueckas
Tanaccemmnsa CraHpapr (I1) CraHpapr (I1) * He npumeHumo
onuws (Il)
Cepnosung-
HO-K/ieToYHasn MeTop pa3paba- | KnuHnueckas
CraHpapr (I1) " He npumeHrmo
aHemus (BblCO- TbiBaetcA (I1) onywus (1)
KNI PUCK)
[Oncaputpo-
KnuHnueckas KnuHnueckas
nosTnyeckas MeTop pa3pabaTbiBaeTcs He npumeHrmo
onuwua (1) onywus (1)
aHemus
ebnunt nupy- | KnuHnyeckas KnuHnueckas
Reduy Py MeTop pa3pabaTbiBaeTcs He npumeHnmo
BATKNHA3bl onuwms (Il) onuws (Il)
KommeHTapun

MNMoka3aHuA K npoeegeHuto TICK npu pa3nunuHbix 3aboneBaHUAX B Tabnuuax ykasaHbl
COrnacHO COBpeMEHHbIM pekomeHgaumam EBMT 2025, onybnukoBaHHbIM B oduLm-
anbHOM >XypHane EBponenckoro coobuiectsa no TpaHCMAaHTaUmMy KOCTHOrO MoO3ra
Bone Marrow Transplantation 9 ceHTa6psa 2025 roga: Indications for haematopoietic
cell transplantation and CAR-T for haematological diseases, solid tumours and immune
disorders: 2025 EBMT practice recommendations, rpynnoii costopos R. Greco u gp.
(Bone Marrow Transplant (2025); doi.org/10.1038/s41409-025-02701-3).

Mpapauna nokasaHum gna nposegeHna TICK EBMT, 2025

CraHgapT neuvenus (standard of care, S) - xopowo 060cHOBaHHOE NMOKa3aHue, pe-
3ynbtathl TTCK npeBOCXOAAT HeTpaHCMNaHTaLuMOHHble MeToabl neyeHua (MXT).
OueBMAaHO, UTO onpefenieHne YKazaHUAa Kak CTaHZapT MeAULMHCKOM MOMOLN He
03HauaeT, uto TTCK — 06s13aTeNIbHO ONTUMasibHasA Tepanus Ass faHHOro NnayueHTa
Npu BCEX KIIMHMYECKMX 0OCTOATENbCTBAX. TPAHCMIAHTALUMIO KaK CTaHOapT neyve-
HUA cnepyeT paccMaTpurBaTh Kak TPaHCMIaHTaUumIo, MPOBEeAEHHYI0 B CrieLnannsu-

poBaHHOM LieHTpe ¢ onbiTom TICK, nmetoLem cOOTBETCTBYIOLLYIO MHOPACTPYKTY-
py, Kak onpegeneHo B pekomeHgauunax JACIE.

KnuHuueckan onuusa (clinical option, CO) - noka3saHue, 6a3upytoLieeca Ha nono-
XKUTeNbHbIX pe3ynbTaTtax C NPUemieMonl TOKCUYHOCTbIO B UCCNIef0BaHMAX C He-
60MbLUIMMM KOrOpTamMK MaLMEHTOB, HO MOATBEPXKAAtoLWMe PaHAOMU3NPOBAHHbIE
nccnefoBaHUA OTCYTCTBYIOT, YacTo B pe3ynibTaTe HU3KOro Yncna naymeHTos. -
POKMIA CNEKTP AOCTYMHbIX METOAOB TPAHCMNAHTAL MU B COYETAHUN C PA3INYHbIMU
daKTopamy nNaumeHTa, TakMMI Kak BO3PacT 1 COMYTCTBYIOLanA NaTonorus, 3aTpya-
HAET MHTeprpeTaumio 3TUX AaHHbIX. TpebyeTca TwaTebHOe CpaBHEHME COOTHO-
LIeHMA NoNb3a/pPUCK C YHETOM UHANBUAYASbHBIX KPUTEPUEB.

EBMT-nHTepnpetauna: nogaepkmsaet TTCK B KauecTBe UeHHOW onuun gna oT-
JenbHbIX NaLMeHToB nocne obCyXAeHNA pUCKa 1 BbIroAbl C MaLMeHTOM, HO AnsA
rpynn nauueHToB 3HaueHne TPaHCMIaHTaLny HY>KOaeTcA B AalbHelLen oLeHKe.
TICK pomxHbl 6bITb BbIMOHEHDI B CNeLan3npoBaHHOM OMNbITHOM LIEHTpe C COOT-
BETCTBYIOLLEN MHPPACTPYKTYpOW, Kak onpefeneHo B pekomeHpaumax JACIE.

MeTop pa3pabatbiBaeTca (developmental, D) — nokasaHua K TTCK 6binu knaccudu-
LMPOBaHbl TakUM 06Pa3oM, KOrAa OMbIT OrpaHnyeH, 1 HeO6XOAVMbI JOMOAHUTENb-
Hble ncciefoBaHMsA, YTobbl onpeaenuts ponb TICK.

EBMT-nHTepnpetauma: 3TM TpaHCNAAHTALUU [OSKHbI MPOBOAUTLCA B pPamKax
KNMHNYECKOro paHAOMMU3NPOBAHHOIO MHOMOLIEHTPOBOIO UAM AUIOTHOIO nccne-
[JOBaHWA B LEHTpe, creyunanm3npyowemca Ha JaHHOM MOoKa3aHn Uan BapuaHTe
TICK, 0o0o6pPEHHOro NOKaNbHbIM STUYECKUM KOMUTETOM. PeaKre coctosHus, rae
dopmasnbHble KIIMHUYECK/E UCTbITaHUA HEBO3MOXHO BbIMOJIHUTD, JOJIXHbI ObITb
npoBefeHbl B paMKax CTPYKTYPUPOBAHHOIO aHanv3a perncrpa, B ngeane EBMT
HEeUHTepPBEHUMOHHbIX/HAaboaaTesbHbIX MUCCefoBaHni. MogpasymeBaeTcs, UTo
pe3ynbTaTbl TaKNX UCCNEAOBaHUN NpefHa3HayeHbl ANA npe3eHTauum u/wnmv ny-
6nuMKaumn ans MeauuMHCKOro coobuectsa B Lenom. PekomeHaauun EBMT ans
KIIMHWYECKUX NCMbITAaHUI MOTYT ObITb MCMOJb30BaHbl B KAUeCTBe opueHTupa. LieH-
TPbl AOJKHbI COOTBETCTBOBaTb cTaHAapTam JACIE.

O6bluHO He pekomeHfoBaHo (generally not recommended, GNR) - pe3ynbrathl
06bIYHOrO NeyeHNsn yaoBneTBoOpUTeNbHble/xopolune, puckn TTCK He onpaBaaHsbl,
U KNVHUYECKNe CUTyauun KpanHe HebnaronprAaTHOro NPorHo3a, Npu KoTopbIxX
LWaHC nonioxuTenbHoro ncxoda TICK cnvwkom man, ¢ y4eTom M3BEeCTHbIX PUCKOB
ana goHopa npw anno-TICK.

EBMT- vHTepnpeTauua: 3Ta KaTeropms BKOUYAET MHOXECTBO KIMHUYECKMX CLie-
HapueB, B KOTOPbIX Ucnosb3osaHne TTCK He MoXeT 6blTb PeKOMEeHAOBAHO ANs
obecneyeHVsa KNMHUYECKoN Nosib3bl As MaLUeHTa, BKIOYan paHHMe cTagui 3a6o-
NeBaHusA, KOraa pesysibTaTbl TPAAULMOHHOIO fleyeHns obblYHO He onpaBAbIBaOT
JOMONMHUTENbHbIA PUCK TPAHCMIAHTaUMK, KpaliHe npogBuHyTbie GopMbl 3abosne-
BaHWsA, MPW KOTOPbIX BEPOATHOCTb YCrexa HaCTO/bKO Masla, YTo He OrnpaBAabiBaeT
PYCKM 414 MauyeHTa U AoHOopa. JTa KaTeropus He NCKIOYAEeT TOro, UTo LieHTpbI
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C onpepenieHHbIM OMbITOM B OTHOLUEHWW OnpefesieHHoro 3aboneBaHua MoOryT
nccneposatb TICK B atux cutyaumax. CnegoBatenbHO, CyLeCTByeT HeKoTopoe
coBnageHue mexpy kateropuamm GNR u D, n ganbHenwmne nccnegoBaHna moryT
6bITb OMpaBAaHbl B paMKax NpeanonaraeMoro KvHUYeCckoro nccinenoBaHums.

lpapauma ypoBHel foKa3aTenbCTB NOKasaHuin K nposegeHuto TTCK EBMT, 2025

OcHoOBaHO Ha pe3ynbTaTax Mo KpaliHein mepe 0AHOIO XOPOLWO BbIMOIHEHHOTO
pPaHAOMM3POBAHHOIO NCCNe0BaHUS

OcHoBaHO Ha pe3ynbraTtax no KpaVIHEVI mMmepe O4HOro Xopouwo CrjlaHnpPoBaHHOIO
KIMHNYeCKOro nccnegoBaHmA 6e3 PaHOOMU3aUNN; KOFTOPTHbIE NN <<CﬂyanI-KOH-
TPONb» aHANNUTUYEeCKNe nccnegoBaHmA (>kenatenbHo OT 6onee yem oAgHoro

LLEHTpa); nnn gpamatnyeckan 3¢¢EKTVIBHOCTb B HEKOHTPOJIPYyeMbIX nccnenoBa-
HNAX

OCHOBaHO Ha MHEHUSX JKCNePTOB, yBaXaeMblX aBTOPUTETOB, 683VIpYIOLL|,I/IXCF| Ha
KIIMHNYeCKOM OnnbITe; onncaTesibHble NccnieoBaHUA UK 3aKNiOYeHNA SKCNepT-
HbIX KOMUTETOB
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Mepen NpUHATVEM peLLleHUa HeO6XOAVMO 03HaKOMUTLCA C yTBEPXAEHHO B PO MHCTPYKLMEl NO MefnLIMHCKOMY
NpVIMEHEHMI0 COOTBETCTBYIOLLETO JIeKapCTBEHHOIO Npenapara, akTyanbHol Ha AaTy Ha3HaueHus,
a TaKke NOJHbIMY BEPCHAMN COOTBETCTBYIOLLMX KIIMHNYECKNX PeKOMeHAALNA.



