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NEeTCKOWU KITIMHMUYecKou bonbHULe

E.B. MauneBal, E.B. CkopoboraTosa?, E.A. MNpuctaHckosa?l, B.B. KoHcTaHTHOBA!,
AE. bBypsat, J1.B. Onbxosa?, H.B. Cupoposa’, A.B. Me3seHueBsa?, K.N. Kupruzos?,
0.]1. bnaroHpaesosal, 10.A. Hukonaesa?, 0.A. dununal, C.C. Baxnspckas?,
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! Poccuiickas petckas kimHnyeckas 6onbHuua ®rE0Y BO «Poccuiickuii HaumMoHa bHbii
nccrnenoBaTeibCKMi MeanUMHCKuI yHuBepeutet uM. H.U. luporosa» MuHsgpasa Poccun, MockBa
2@rbY «HaumoHarsbHbIi MeAULMHCKUI UCCIIe[0BATEebCKUI LIEHTP A€TCKOV reMaTosioruu,
OHKOSIOrMn u UMMyHoorun um. [imutpus Porayesa» Munsapasa Poccun, Mocksa

MepeuuHble nMMyHogeduumnTbl (M) — 9To rpynna BPOMAEHHbIX 3a6051eBaHUA, MHOMME U3 KOTOPbIX
COMPSKEHbI C BLICOKMM PUCKOM Pa3BUTUA KMU3HEYTPOKAIOLLMX MHADEKLIMOHHBIX U HEMHMEKLIMOHHBIX
ocnoxHeHui. Mpu MHormx MA[] nokasaHo npoBefeHUe TpaHCMNaHTaUMU reMONO3TUYECKMX CTBOMOBbLIX
kneTok (TICK), KoTopas MOXeT NPUBECTM K MOSIHOMY M3nedeHuio 3aboniesaHus. B cTaTbe npeacTasneH
Bonee uem 20-netHuir onbiT nposeaexus TICK npw MUL B8 POKE ®IE0Y BO PHUMY um. H.W. Muporo-
Ba MuH3aapasa Poccuu. 3a nepuog ¢ 1997 no 2018 roa ebinonHersl 88 TICK 80 naunenTam (64 Manb-
unkam 1 16 gesoukam) ¢ pasnuurbiMu ML TAMENon KOMBUHUPOBAHHOM UMMYHHOM HEAOCTATOUHOCTbIO
(TKWH, n = 34), reModparountapHbIM TMMAPOrUCTUOLMTO30M (N = 12), XPOHUYECKOI FpaHy/IeMaTo3HOM
BonesHbio (n = 11), cuHopomom Buckotta—Ongpuua (n = 10), BposkaeHHbIM arpaHynountosomM (n = 4),
CWHAPOMOM runepuMmyHoriobynuHemum IgM 1-ro tuna (n = 3), cuHapomoM Huitmeren (n = 2), num-
dhonponudpepatveHbiM cuHapoMoM (n = 2), cuHppoMom Yeanaka—Xurawm (n = 1), necomumtom agresum
nevkountos (n = 1). O6was (0B) n beccobbiTuitHas BbiskuaemocTb (ECB) nocne TICK npu ML cocTa-
Buna 63,1 n 49,3% cooteetctBeHHo; OB nocne TI'CK npu TKMH — 65,5%; BCB — 48,4%. B cTaTbe npen-
cTaBneHbl pe3dynbtatel TTCK npy Bcex nepeuncnenHbix Ho3onorusx ¢ yyetoM Buga TI CK, nctounuka
rEMOMO3TUYECKUX CTBOMOBbIX KMETOK, BUAA MaHUNYMSALWIA C TPAHCNIAHTaTOM U PeXXMMa KOHAULIMOHU-
poBaHus. PocT nonoskutensHbix pesynbtatoB TICK y naunenTos c MA] 3a nocneaHve rogbl CBA3aH ¢
COBEpLUEHCTBOBAHWEM COMPOBOAUTENBbHON Tepanuu (NoBbILLIEHUE KaueCcTBa MHIDEKLMOHHOTO KOHTPOSS,
BHE[pEHME HOBbIX MPenapaToB Ans NPOOUNAKTUKM U JIEUeHWst BEHOOKKITIO3MOHHOM BosiesHu neueHn),
npuMeHeHve TexHonoruid TCRotB+/CD19+ nenneumm npy ranmnouMaeHTUUHbIX TPAHCTaHTaUMsX, ONTH-
MU3aLMA PEXXMMOB KOHOMLIMOHMPOBAHWS, yCnexv B MPOOUIIaKTVKe 1 NTeYeHUN peakLmm «TpaHCniaHTat
NPOTUB X03sIMHa> (BBELEHWEe aHTUTUMOLIMTAPHOrO UMMYHOITOBYSIMHA M pUTYKCMMaba B Nepuog KOHAK-
LMOHMPOBaHWS, MOCTTPaHCMIaHTaLMOHHOE BBeAeHWe LmKodochamMuaa npu rannonaeHTuuHbIx THCK).
[JaHHoe uccnepnoBaHne nopaep)KaHo He3aBUCKMMBIM 3TUYECKMM KOMUTETOM Poccuiicko LeTCKoM
KIMMHUYECKoM BombHULbI.

KnioueBble cnoBa: TpaHCmIaHTaUus reMono3TUYeCKMX CTBOJIOBbIX KITETOK, MepBUYHbIE UMMYHO=
[eONUNTEI, PEKUM KOHANLUMOHMPOBAaHMS, 00LLasA BbIXXMBAaeMOCTb, 6eCcCobbITUIHAA BbIKNBAEMOCTb
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The experience of hematopoietic stem cell transplantation
in primary immunodeficiencies
in the Russian Children's Clinical Hospital

E.B. Machneva’, E.V. Skorobogatova!, E.A. Pristanskova?, V.V. Konstantinova?, A.E. Burya?, L.V. Olkhoval,
N.V. Sidoroval, A.V. Mezentseva?, K.I. Kirgizov?, 0.L. Blagonravoval, Yu.A. Nikolaevat, 0.A. Filinal,

S.C. Vakhlyarskaya?, Yu.V. Skvortsova?, |.V. Kondratenko?, A.A. Bologov?, A.A. Maschan?

!Russian Children's Clinical Hospital of the Pirogov Russian National Research Medical University

of the Ministry of Healthcare of the Russian Federation, Moscow, Russia

2Dmitriy Rogachev National Medical Research Center of Pediatric Hematology, Oncology,
Immunology Ministry of Healthcare of Russian Federation, Moscow

Primary immunodeficiencies (PID) include a group of congenital diseases, many of which are associated with a high risk
of developing life-threatening infectious and non-infectious complications. Many of PIDs require hematopoietic stem
cell transplantation (HSCT), which can lead to a complete cure of the disease. The article presents more than 20 years of
experience in conducting HSCT with PID in the Russian Children's Clinical Hospital for the period from 1997 to 2018. 88 HSCTs
were performed in 80 patients (64 boys and 16 girls) with various PIDs: severe combined immune deficiency (SCID, n = 34),
hemophagocytic lymphohistiocytosis (HLH, n = 12), chronic granulomatous disease (CGD, n = 11), Wiskott-Aldrich syndrome
(WAS, n = 10), congenital agranulocytosis (n = 4), hyper IgM syndrome type 1 (n = 3), Nijmegen breakage syndrome (n = 2),
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lymphoproliferative syndrome (n = 2), Chediak-Higashi syndrome (n = 1), leukocyte adhesion deficiency (n = 1). Overall survival
(0S) and event-free survival (EFS) after HSCT with PID was 63.1% and 49.3%. OS after HSCT with SCID was 65.5%, EFS — 48.4%.
The article presents the results of HSCT taking into account the type of HSCT, the source of hematopoietic stem cells (HSC) and
the type of graft manipulation, conditioning regimen. Growth of positive results of HSCT in patients with PID in recent years is
associated with the improvement of accompanying therapy (improving the quality of infection control, the introduction of new
drugs for the prevention and treatment of hepatic veno-occlusive disease); technology application TCRa:*B*/CD19+ depletion
at haploidentical transplantation; optimization of conditioning regimens; successes in the prevention and treatment of the graft-
versus-host disease (antithymocyte globulin and rituximab administration during the period of conditioning, post-transplant
administration of cyclophosphamide at haploidentical HSCT). The study was approved by the Independent Ethics Committee

of Russian Children's Clinical Hospital.
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event-free survival
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OHSITUE <«MEPBWUYHbIA UMMYyHOAEULNT> (nna)

BKIIOYaeT rpynny reTeporeHHbix 3aboneBaHui,

B OCHOBE MaToreHesa KOTOPbIX nexat pediek-
Tbl, NPUBOJSALLME KaK K KOMUECTBEHHON M/Unn (DyHK-
LIMOHamMbHON HEeJoCTaTOYHOCTH, Tak M K HeaJekBaTHOM
aKTVBaLMM MMMYHOKOMMETEHTHbIX KIETOK 1 (hOpMMpO-
BaHMIO ayTOBOCMANUTENbHbIX CUHAPOMOB. M03TOMYy npu
MHOrMX hopMax MMMyHo#ep1UMTOB KiloyeBorn npobne-
MOV CTaHOBWTCS BbICOKWUM PUCK Pa3BUTUSA KU3HEYrpo-
KaoLLMX MHGEKLMOHHBIX 3aboneBaHuUii, KPOBOTEUEHNUN,
ayTOMMMYHHbIX W BOCNANMTENbHbIX MPOLLECCOB, 3M0Ka-
YecTBEHHbIX HOBOOBpa3oBaHui. K Takum doopmam ML
OTHOCATCS TsAxKeNnas KOMOWMHMpOBaHHasi UMMyHHasi He-
poctatouHocTb (TKWH), cuHopom Buckotta—Onppuua
(CBO), xpoHnueckas rpaHyrnemMatosHas GonesHb (XIB),
CUHOPOM runepummyHornobymmHemnn M 1-ro Tmna,
CMHOPOM XPOMOCOMHBIX MOMOMOK HwuimMereH, X-cue-
nneHHble nuMmdonponndepaTBHble CUHAPOMbI 1-ro 1
2-ro TMNoB, cMHAPOM Yepmaka—Xurawim, nedouunTsl ag-
reauu neikouwnTtos [1, 2].

BaxHenwmmm cobbITUAMMU, NPUBEALLMMI K BO3MOXK-
HOCTM nomnHoro uanevenus MW, ctanu paspaboTtka u
COBEpLLEHCTBOBaHWE METOLAOB TPaHCMMaHTauuu remo-
NO3TUYECKMX CTBOSIOBbLIX KMETOK (MepBble TpaHCMnaH-
Tauuu ocyulecTeneHbl B 1968 rogy) u reHHoi Tepanuu
(B Hauane 1990-x ronos) [3—6]. CoepLueHCTBOBaHME Me-
TOLOB NMOAOTOBKY TPAHCNIIAHTaTa, PEXMMOB KOHANLIMO-
HMPOBaHWA M COMPOBOAUTESILHOW Tepanuu CyLLECTBEHHO
pacLumpwuno cnekTp nokasanuin gns TI CK npu MAL.

MNoHsaTne TKNH BKMouyaeT B cebsa reHeTUYecku ne-
TEePMWHUPOBaHHbIE CUHOPOMbI, MpW KOTOPbIX CTpapfaeTt
KaK ryMOpasibHbli, TaK U KIETOYHbIN UMMYHWUTET, YTO
MPMBOAMT K PA3BUTUIO TAXKESbIX MHIDEKLIMOHHbIX MpoLec-
COB B paHHeM [ETCKOM Bo3pacTe [7—-9]. EAMHCTBEHHbIN
panoukanbHbii MeTop, neuvenns TKUH — ato TICK, Tak
KaK BCe MEeTOfbl KOHCEpBaTUBHOM (MemMKaMeHTO3HOM)
Tepanun HeaddeKTMBHbI. [1porHos nyyile y neTten, He
nmeBLUMX 0o nposefeHns TICK cepbesHbix MHdekumn,
OPYTMX OCIIOKHEHWIA 1 oTCTaBaHWs B pa3suTum [10, 11].

Kpome TKWH, HebnaronpusTHbIN NPOrHO3 B NepBble
3 ropa KusHu uMmeloT u gpyrve dopmbl MAL, Hanpu-
Mep, remModparouuTapHblit nuMdpoructrountos (M)
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[1, 2] = MynNbTUCUCTEMHBIA BOCMANUTENbHBIA CUHAPOM,
Bbl3BaHHbIM NMPOMOHIMPOBAHHON Ype3MEepHOWN aKTUBaLM-
et CD8+ umtoToKCcHueckux T-numdpounTos (cytotoxic
T-lymphocytes — CTL), NK- 1 aHTUreH-npeseHTupy-
foLmx Knetok. [lponoHrupoBaHHas akTuBauma CTL u
NK-kneToK, HecnocobHbix obecneuvBaTb OTBET Ha WH-
heKLMOHHbIE W OpYyrMe aHTUreHbl, NPUBOOMT K upes-
MEepHON aKTuBauuuM Makpodaros, rMNEpnpomLyKLMM
MPOBOCMNAMTENbHBIX LIUTOKMHOB, YTO BbI3bIBAET MHOXE-
CTBeHHble naTofiornyeckve npouecchbl. OCHOBHbIE K-
Huueckue nposenenuna T — pnuTenbHaa nuxopagka,
renaTocnieHoMeranus, nopaxeHune LeHTpanbHON HepB-
HOM cucTeMbl. CTpaTerms Tepanuu COOTBETCTBYeT pe-
KOMEHOaUMAM MekoyHaponHoro npoTtokona HLH-2004:
BCEM MaumMeHTaM C fokasaHHbiM [T1IT nokasaHo Bbinon-
HeHwe annorexHoit TFCK [12-15].

CuHpopoM Buckotta—0Onppuya — gpyras coopma ML,
reHeTMYeckasi OCHOBa KOTOpon — MyTaumsi reHa WASP
(Wiskott-Aldrich protein) [16-19]. EQMHCTBEHHbBIN Ky-
paTUBHbIA MeTof neyeHus knaccmueckoro CBO — Tak xe
TICK ot HLA-coBMeCTMMOro poacTBEHHOI0 UM HEpOLa-
CTBEHHOrO foHopa. Jlyylime pe3ynbTaTbl TpaHCNaHTa-
LMW OTMEeYeHbl Y NaLMeHTOoB MiiagLle 2 feT, He UMEIOLLMX
TAMESbIX MHGDEKLMOHHBIX U/WUIIM @y TOUMMYHHBIX OCIOK-
HeHui [20-22].

XpoHuyeckasa rpaHynemaTosHas 6omnesHb OTHOCUT-
CA K BPOXOEHHbIM 3abofieBaHMsM MMMYHHOM CcuCTe-
Mbl U XapaKTEpU3yeTCs HeCMOCOBHOCTbI0 (harouMToB K
KWNSIMHTY MMKPOOPraHWM3MoB B mpouecce dparounTosa.
B ocHoBe 3Toro 3aboneBaHus NesuT pedpekT dep-
menta NADPH (nicotinamide adenine dinucleotide
phosphate) — okcmpasbl, KOTOPbIA 3amnycKaeT Tak Ha-
3bIBaEMbIN HaKTepUUMIOHbIN «PeCcnMpaToOpHbIN B3pbIB».
[aHHbIZ pedheKT NPUBOAMT K TAXKeSbIM NOBTOPHbIM Bak-
TepuasnbHbIM 1 FPUBKOBBIM MHADEKLIMSIM U Pa3BUTUIO Fpa-
HyfiemMaTo3Horo BocnasneHus. Kpome Toro, y nauueHToB
¢ XI'b nocne BakumHaummn BLIXK yacTo passuBaeTcs Bak-
LIMH-acCoLMMpOBaHHan MHADEKLUMSA — pernoHanbHas um
reHepann3oBaHHas. B HEKOTOPbIX Cryyasx passBuBaloT-
CA XPOHWYECKME BOCMANWTENMbHbIE KIETOYHbIE ouarw,
cocToswme 13 NMMAOLMTOB M TUCTUOLMTOB, KOTOPbIE
3aTeM MoryT 06pa3oBbIBaTh rpaHyneMbl — OHY U3 OTU-
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yntenbHbix YepT XIb. [pyrue Tunbl XpOHUYECKOro BOC-
NaneHns: HeMHMEKLMOHHbIA apTPUT, TMHIMBWT, XOPWO-
PETUHUT UIN YBEWT, rNOMepYSIoHEdPUT, PeXe — ovaru
nopaeHusi 6enoro BeLlecTsa rosloBHONO MO3ra, AUCKO-
MOHas W [ase CUCTEMHas KpacHasi BonyaHka [23-29].

B HacToswee Bpemsa XI'b ABnsAeTca nokasaHveM ans
nposenenust TICK, koTopasi nossonset B 90% cnyuyaes
[ocTnub nsnevenms. lNposognts TICK uenecoobpasHo
KaK MOXHO paHblLie, KOrfa y nauueHTa elle He pasBu-
NUCb TAXKesble MHPEKLUMOHHbIE U BOCNANUTENbHbIE 3a-
bonesanus [30-33].

Hanbonee yacTo BCTpeyaloLLMNCs BapnaHT CUHAPO-
MOB runepuMMyHornobynmHemmn M — runep-IgM-cun-
ApoM 1-ro Tvna, pasBMBaIOLLMIACS BCEACTBME MyTaLuM
reHa nuraHga CD40. Bsaumopeiicteue CD40L/CD40
HeobxoaMMo AN MHAYKLMU UMMYHHOrO oTBeTa Thl Tu-
na, KOHTPONMUPYIOLLEro UHPEKLMN, BbI3BAHHbIE BHYTPU-
KIEeTOYHbIMU MWKpPOOPraHnamMamu. [loMMMo cepbesHbix
MHMDEKLMOHHBIX OCIIOMKHEHWIA, 4acTO BCTpeyvaloTcs TA-
)Kernas HEMTPOMEHWS, I3BEHHbIE MOPasKeHNe PasfnyHbIX
OTOENOB MEMYA0YHO-KULLEYHOrO TPaKTa, BOBMEYEHWE B
NaTofI0rMYECKMI MPOLLeCC LIEHTPanbHOW HEPBHOM cUCTe-
Mbl, @yTOMMMYHHblE PaCCTPOWCTBA, Tak1e Kak remMonm-
TUYyeckasi aHeMusl, MeranobnacTHas aHeMusa u aHemus,
Bbl3BaHHas HanuuneMm IgMO-aHTuTEN K 3puTpobnacTtam,
TPOMBOLMTOMNEHNS!, CEPOHEraTMBHbIA apTPUT, TUPEOU-
OMT, VMMYHOKOMMJEKCHBbIN FroMepynoHedppuT. [oBbi-
LUEeHa YacToTa 3f10KauyeCTBEHHbIX HOBOODpa30BaHWM,
NPenMyLLECTBEHHO NMMONOHON TKaHW, BCTpeyvaloTcs
Onyxonn neyeHn, renaTobunmnapHoro, »KenymoYHO-Ku-
LLUEYHOr0 TPaKTOB. Bce BbilLenepeyncrnerHHble OCIoXK-
HEeHUst OonpenensioT Mf0Xoi MporHo3 3aboneBaHus
[34-37]. PagukasbHbIl METOA NleueHust aTUX BosibHbIX
— TI'CK, pesynbTaTtbl KOTOPOR, MO pasHbIM faHHbIM, 0be-
CreunBaloT ypoBeHb 06Leit BbixueaeMocTn (0B) oko-
no 70%. Hanuune npepLlecTByOLWMX TPaHCNAHTaLmWN,
Cepbe3HbIX MOPAXXEHWN NErKMX 3HAUNTENbHO YXYALLAeT
nporHos [38, 39].

Ins HekoTopbix BapuaHToB [N, Kak oTMeye-
HO Bbiwe, TICK — eanHCTBEHHBIN paguKanbHbIi MeToq,
nevenus. 3ddpektuBHocTb TICK 3aBMCUT OT MHOXe-
cTBa (PakTOPOB. COMYTCTBYIOLLMX OCHOBHOMY AMarHo3sy
OCJI0KHEHUI, PEXMMa KOHAMUMOHUPOBaHus, Buaa TICK,
MaHWMNynsAUWA, NPOBOAMMBIX C TPAHCMIaHTaTOM, COMpo-
BOAMTENbLHON Tepanuu v 4p. B aTol cTaTbe NpeacTasneH
KpaTkuii aHanun3 bonee yem 20-neTHero onbiTa nNpose-
nenust TTCK npw NMW] B Poccuitckon feTcKom KnnHnye-
ckoi 6onbHuue Orb0y BO PHUMY um. H.WU. TMuporosa
MwuHsgpasa Poccuw.

MATEPUAIbI U METO[lbl UCCJIELOBAHUA

3a nepuwop ¢ 1997 no 2018 rog 8 POKE ®Irb0Y BO
PHAMY um. H.W. MuporoBa MwuHsgpaBa Poccuu 6bino
BbinosiHeHo 88 TICK 80 naumentam c MWL (64 manb-

uMkaM 1 16 pesoukaM). Ha OCHOBaHWM YTBEPKOEHHbIX
0TEYECTBEHHbIX U 3apybeskHbIX PEKOMEeHAALMIA Nokasa-
HWs K MpoBeaeHuio annorenHon TICK ang kaxporo nauu-

€HTa onpepenann KonnermanbHo. [laHHOEe uccrnenoBaHue
nopoepxaHo HesaBuCMMbIM 3Tnyeckum komutetoM PIOKE.

[nnTenbHOCTb NOCTTPaAHCNaHTaLUMOHHOr0 HabriopeHus
cocTasnana ot 1 no 252 mec. MHnMumanbHbie XapakTepu-
CTVKM MaumeHToB 1 npoBefeHHbiX TICK npepnctaBneHsbi
B Tabnmye 1.

Tabnuua 1
MHuumanbHble xapaktepucTuku nauneHtos ¢ MUA
1 npoBefeHHbIx uM TICK

3HaueHue
nokasarens
MokasaTenb
a6e. %
Mon (n = 80)
MysKcKoi 64 80,0
YKeHckui 16 20,0

Bo3pacT Ha MoMeHT nposepeHus TICK

Pasbpoc 1 mec. - 16 net
Mennana 12 + 4,9 mec.
Iuarxos (n = 80)

Tskenasi KOMBMHUPOBaHHas UMMYHHas 34 425
HepocTatouHocTb (TKMH) ’
eModparoumTapHbi numcborucTroumTos (M) 12 15,0
XpoHuueckas rpaHynemarosHas 6onesHb (XI'B) 11 13,7
CuHapoM Buckotta—0Ongpuya (CBO) 10 12,5
BpokaeHHbI arpaHynouuTos 4 5,0
CvHApOM runepuMmMyHornobynuHemumn IgM 1-ro tvna 3 3,7
CuHopoM Huiimerex 2 2,5
JumchonponuchepaTuBHbINA CUHAPOM 2 2,5
CuHppoM Yepuaka—Xuralum 1 1,3
JledbuumT apresun neikoLMToB 1 1,3
Bup TpaHcnnaHTaumu (n = 88)

0T HLA-COBMECTUMOrO HEPOLCTBEHHOIO AOHOPA 35 39.8
OT rannougeHTMYHOro foHopa 29 32,9
OT HLA-coBMecTUMOro poAaCTBEHHOr0 AOHOPa 24 27,3
UcTouHuku NCK (n = 88)

Mepudbepuyeckme cTBonosble kneTku (MCK) 43 48,9
KocTHbIi Mo3r (KM) 38 43,2
MynosuHHas kposs (MK) 7 7,9

06LLyi0 BbI)KMBAEMOCTb OLIEHMBANM C MOMEHTa Npo-
BefneHus TI'CK 0o naTbl NocneaHero KOHTakTa ¢ naumeH-
TOM nMbo fo fathbl ero cMepTu. CTaTUCTUYECKMI aHanu3
ypoBHsi OB onucaH ¢ ncnonb3oBaHneM MeTofna KannaH—
Maiiepa. Npu nccneposaHun 6eccobbITUAHON BbIMBA-
eMocTn (BCB) cobbITUAMKU cunTany neTanbHbIN UCXOL U
OTTOPXXEHWe TpaHCMnaHTara.
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Tabnuua 2

PesynbTatbl nevyeHus y naunentoB ¢ TKUH npu pasnuuHbix Bupax TFCK

U MeTofax MaHUNynsaUuMU C TpaHCNJIaHTaTOM

Pe3ynbTaTt neyeHus

Bup TFCK
(0 I GG DT BCEro  JMBbl  YMEpNM OTTOPXKEHME MpuunHa cMepTU

Bcero 34 24 10 3

Bcero ranno-TrCK 25 17 8 3

AHTU-CD52 ex vivo, KOCTHbIM MO3r 2 1 1 = AyTOMMMYHHas reMonUTUYeCKas aHeMust
(=]
—
] PTMX/cencuc (n = 1),
E 0CTpas noyeyHas HepocTaTouHocTb (n = 1),
z 8  CD34 cenekuus, nepucpepryeckue CTBOSIOBbIE 13 7 6 3 PTIMX/remMonuTko-ypemMnuieckuit
T2 Knetku cuHppoM (n = 1),
] 2 IMcpdpy3HbIi anbBeONSPHbIA FreMoppask
= (n=1), cencuc (n=2)
[
&

TcRo"B+/CD19* nenneuns, 8 7 1 _ MHeBMOHMSA/CUCTEMHBII BOCTANUTESbHbINA

nepuchepnyeckme CTBOMOBbIE KNETKN CUHAPOM

Linknodpocdhamma, KOCTHbIN MO3M 2 = = =
0T HLA-coBMEeCTUMOro poACTBEHHOr0 A0HOPA, 4 3 1 _ LiutomeranosupycHas (LIMB) nHesmoHusi/
KOCTHbIW MO3r CUCTEMHbI BOCMANUTESbHBIA CUHAPOM
Ot HLA-coBMeCTMMOro HepoACTBEHHOIO I0HOPa 5 4 1 =

® KOCTHbII1 MO3r 3 2 1 - Pseudomonas aeruginosa nHeBMoHMA
® MyrnoBWHHAA KPOBb 2 2 = =

Pesynbtatel TFTCK y naumentoB ¢ TKUH. Bcero
6bir10 nposeneHo 36 TICK 34 naumeHtam ¢ TKUH. OyHk-
LMA TpaHCnnaHTaTa 3aperucTpupoBaHa B 32 cryvasix.
Y 3 naumeHToB BbIfI0 0TMEYEHO OTTOPXKEHNE TPaHCNIaH-
TaTa nocsie perucTpaumnmn ero doyHKUmMm (Bo Bcex criyua-
Ax npuMensnu metopn, CD34 cenekumn nepudpepryeckmx
CTBOJIOBbIX KMETOK Y ranfoMaeHTUYHOro JoHopa).

Tabnuua 3

B nmaHHOW rpynne oTMeYeH BbICOKWI YypOBeHb fe-
TanbHOCTH (N = 6); y 5 NauMeHToB NpUYMHaMm Bbinn UH-
(PEKLIMOHHbIE OCIIOMHEHWUSI, Y 4 — UMMYHOMOrMYeckye,
Y OHOro — 0CcTpas NoYeYHasi MeMKaMeHTO3HO-acCoLm-
MPOBaHHasi TOKCUYHOCTb.

Ananus pesynbTatoB BHeppeHus TcRoB1/CD19+t
Oenneumn ranno-TpaHcnaHTaTa nokasars, YTo AaHHbI

PesynbTtatbl TTCK y naumentoB ¢ TKUH npu pasHbix pexxmmax KOHAMLMOHUPOBaAHUSA

PesynbTaTt neveHus

Pexxum
KOHAULIMOHUPOBAHUSA
BCEro XKMBBI yMepnu OTTOPXEHWE  HEMNpUXUBIEHME
Bcero 34 24 10 4 2
= 3 2 1 2 =
Bu8-16 + Cy200 2 = 2 = 2
Cy200 + AT 1 - 1 (NX) - -
Cy120 + ATF + Flul25 + Bulb 1 = 1(MX) = =
Cy120 + ATT + Flul50 + Bu8 2 1 1 1 =
Cy120 + Flu150 + Bu20 + aHT1CD52 1 1 (MX) - - -
Flul50 + Treo36 + aHTMCD52 2 1 (NX) 1 = =
ATl 1 1 (CX) - - -
ATl + Flul50 2 2 (CX) - - -
Cy100 + ATI" + Flu1l00 1 1 (NX) - - -
ATl + Flul50 + Mel140 6 4 (NX) +1 (CX) 1 (MX) 1 =
ATT + Flul50 + Treo36 7 6 (NX) 1 - -
Treo36 + TT (Tuotena) 7-10 1 1 (MX) = = =
ATT + Flul50 + Treo36 + TT7-10 + aHTnCD20 4 1 (NX) + 2 (CX) 1 - -

lMpumeydarne: X — nosnHbIA AOHOPCKMIA xuMepn3m; CX — CMeLLaHHbIA XUMePU3M.
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PucyHok 1
06Lwas n beccobbITuitHas BbisKMBAaEMOCTb NaumeHToB ¢ TKUH
nocne TICK
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MeTof, MO3BOMU CHU3WUTb NEeTanbHOCTb UM YMEHbLUUTb
YaCTOTY TSKEMbIX OCMOMKHEHWI, @ TakKe fobutbecsa Non-
FOCPOYHOrO MOJSIHOrO [OHOPCKOro XMMepu3Ma nocre
TICK (7 13 8 naumneHTOB KuBbI).

OTthenbHo crepyeT OTMETWTb [ABYX MaUMEHTOB C
TKWH, koTopbIM ycneLlHo npoBeAeHbl TpaHCnaHTaLMm
HEeMaHWUNYIMPOBAHHOI0 KOCTHOMO MO3ra OT ranfionaeH-
TUYHBIX MaTepen C UCMOSIb30BaHMEM MOCTTPaHCNaHTa-

umnoHHoro umknodoccamumaa (Cy); KoOHAULMOHMPOBaHME
BKMoYano TpeocynbdaH (Treo) un donymapabud (Flu).
OnMH 13 NaLMeHTOB UMEN KpParHE TAXENOEe TEYEHUE NoJn-
aTUOrorMyHoit nHeeMoHun (Pseudomonas aeruginosa,
Pneumocystis jirovecii (carinii), Cytomegalovirus,
Candida albicans, Candida glabrata) v Hysxpanca B
kucrnopopHon gotaumn fo +50-ro gHA. PesynbTtathl ne-
yeHwusi y naumeHToB ¢ TKMH npu pasnunyHbix Bugax TICK
M MeTofax MaHWMynAauMM ¢ TPaHCNIaHTaToOM NpeacTaBs-
neHbl B Tabnuye 2.

YCneLHbIM OKa3ancs onbIT NPUMEHEHNSI KOHANLIMO-
HUPOBaHWSI B COCTaBE. aHTUTUMOLMTAPHBLIN rNobynuH
(ATT) + Treo 36 r/m? + Flu 150 mr/m? u ATl + Menb-
dhanax (Mel) 140-180 mMr/m? + Flu 150 Mr/m2. Wcnonb-
30BaHWe O[HOr0 ankunaTopa B MuenoabnaTtueHoW Ao3e
OKa3asocb AOCTATOYHbIM A1t LOCTUMEHWUSA MOMHOro f0-
HopcKoro xumepuama (y 77% BbIKMBLUMX MALMEHTOB,
MOJSYYMBLUMX [AHHbIA PEXUM KOHAMLMOHUPOBAHWA) Npu
ypoBHe neTanbHocTv 15% (tabnmua 3). 3a Becb nepuop
Habnoperns OB naumnenToB ¢ TKMH nocne TI'CK cocTa-
Buna 65,5%; BCB — 48,4% (pucyHok 1).

Pesynbtathl TTCK y naunentos ¢ I, bbino npo-
BeneHo 14 TI'CK 12 naumneHTtam c [Tl B nepuog ¢ 1997
no 2010 rog. Y Bcex naumexTos ¢ 1T (kpoMe ogHoro,
yMepLLUEero Ha +9-1 ieHb nocne LepebpanbHOro remMop-
paska) 0TMeueHO MpPUKMBMEHWe TpaHCMnnaHTaTa. YMep-
nn 7 u3 12 naumenTtos (58%). MpuUmrHbI CTOSb BLICOKOIA
YacTOTbl NeTaslbHbIX MCXOMOB: B 5 Cllyyasx — MHAeK-
LIMOHHbIE OCIOMHEHWS; B OOHOM — MMMAIOMA; B OJHOM
— KPOBOM3MWSHWE B FOMOBHOW MO3r. Bce naumeHTbl C
M nocne TpaHcnaHTauumu nyrnosuHHOM Kposu (n = 2)
ymepnu vepes 3,5 Mec. nocne TITCK oT MHGEKLUMOHHBIX
OCIIOSKHEHUI (cemncuc M accoumMmpoBaHHas C BUPYCOM
AnwTeriHa—bapp KpyrnHOKMeToYHas aHannactTuyeckas
numdpoma). Pesynbtatel TICK y naumnenTos ¢ 1T npu
PasnMyHbIX BUAAX TPaHCMMAHTaUMM W TpaHCnnaHTa-
Ta npencTaBneHbl B Tabnumye 4; pesynbtatel TICK
y nauveHToB ¢ [T npu pasHbiX PekMMax KOHAULIMOHW-
poBaHusi — B Tabnmuye 5.

Tabnuua 4
Pe3yanaTb| JleyeHUs naLuueHToB C reMO(baFOI.IMTaprIM nMMdDOFMCTMOLI.VIT030M NMPU pas3inuyHbIX BUpax TrCK
EREG LG L OTTOpXEHMe, MpuunHa cmepTH
Bup TFCK u TpaHcnnaHTaTa Bcero byHKLMA nosTopHas TFCK YMmepnn  Xusbl T FEEnE TIHER
TpaHcnnaHTaTa
Bcero nauueHToB 12 11 1 7 5
OT rannouaeHTUYHOro aoHopa, CD34 cenekuus 1 1 1 1 = MHeBMoLWMCTHasA NHeBMoHWS, +174-i
Ot HLA-coBMecTUMOro poACTBEHHOr0 IOHOPA 4 4 = 2 2
® KOCTHbIN MO3r 2 2 - - 2 LIMB, +27-4;
cencuc, +63-i
® nepucpepuyeckue 'CK 2 2 = 2 =
O1 HLA-coBMecTUMOro HepoACTBEHHOI0 IOHOPa 7 6 = 4 3 Cencuc, +99-11;
aCccoLMMpPOBaHHas C BUPYCOM
® NynoBMHHas KPOBb 2 2 = 2 = AnwTeitHa-bapp KpynHoKneTouHas
aHannacTuyeckas numdoma; +104-i,
® KOCTHbIN MO3r 4 3 = 2 2 MUKO3 KeJy[0YHO-KNLLEYHOrO
TpakTa, +82-i;
® nepuchepuyeckme MCK 1 1 - - 1 LepebparbHblii reMoppax, +9-i
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Tabnuua 5 Pesynbtatel TFTCK y nauueHTOoB C CHHAPOMOM
2;:3’;:;:;;' Jgg“KM);Qi%V:IZZTMBOﬁMr;ll;;:; 12) Buckotta-Ongpuua. 3a Becb nepuon HabniofeHns
11 TrCK 6bino nposegeHo 10 naumeHTaM € CUMHOPO-

MoM BuckoTTa—0ngpuya. OTTOpeHUe/HenpuskmBneHne
BCEro  XMBbl  ymepnm TpaHcnaHTata Habniopanock y 2 13 10 naumeHTos,
npuyMHaMn CMepTu y OByX [eTen bbina dhaTanbHas
PTMX, y ogHoro — LUMB-uHdekumsa. OTMeueH ycneLuHbIin
Cy200 + ATI'160 + Bu20 2 2 (NX) - OMbIT TPAHCMIaHTaLMM NYMNOBUHHOM KPoBU (Tabnuua 6).
[Ba naumeHTta ¢ CBO ycnewHo TpaHcnnaHTMpoBa-

Hbl C MOBuM3aumeln ayToflorMyHOro remMonoasa npe-
ATI'90 + Flu150 + TT0-10 + Mel180 2 1 1 napaTamu rpaHynoLMTapHOro KONOHMECTUMYNMPYIoLLie-
ro dpaktopa (M-KC®) n nnepukcadpopom. [obasneHne

PesynbTaT nevyexHus

Bup koHaun LMOHMpPOBaHUA

Cyl6 + ATI90 + Flu90 + TT16 1 = 1

Cy120-200 + ATI90 + Flu0-100 + Bul6-20 7 2 5

lMpumeyvanme: [1X = NOMHbIA JOHOPCKUI XUMEPU3M.

Tabnunua 6
PesynbTatbl neyeHus naumeHtos ¢ CBO npu pasHbix Bupax TFCK

3acpmkcmpoBaHa

OTTOpXEHMe, MpuynHa cMepTn
Bua TrCK n TpaHcnnaHTaTa Bcero hyHKuMA nosTopHas TFCK YMmepnn  Xusbl
TpaHcnnaHTaTa
Bcero 10 9 1 3 7
Ot HLA-coBMecTMMOro poACTBEHHOr0 JOHOpa 5 5 1 = 5
® KOCTHbII MO3r 3 3 = = 3 (MX) =
® nepuchepuueckue MCK 2 2 1 - 2 (NX)
Ot HLA-coBMecTMMOro HepoACTBEHHOr0 I0HOPa 5 4 = 3 2 (NX)
® [yroBUHHAs KPOBb 1 1 = = 1 (NX) PTIX
LMB
® KOCTHbIN MOSF 2 2 - 1 1(MX) PTMX
® nepuchepuueckue MCK 2 1 (MX) - 2 -
lMpumeyanwme: [1X = NOMHbINA FOHOPCKUI XMMEPU3M.
Tabnvua 7
PesynbraTtbl TTCK y nauuenTtos ¢ CBO (n = 10) npu pa3HbIX peMMax KOHAULUOHUPOBAHMUS
PesynbTaT neveHus
Pexum
KOHAVLIMOHMPOBaHUA
BCero XKM1BbI ymepnun OTTOPXEHMEe  HenpuXusrieHne
Cy0-120 + ATT + Flu150 + Bu20 3 2 1 (MX) 1 =
ATI + Treo36-42 + Flu150 3 1 2 = 1
ATl + Treo42 + Flul50 + TT10 2 2 (MX) = = =
Treo36 + Flul50 + Mel140 + -KC® + nnepukcachop 2 2 (NX) = = =
lMpumeyvanwme: [1X = NOMHbINA FOHOPCKUI XMMEPU3M.
Tabnuua 8
PesynbTatbl neueHus y naunentoB ¢ XI'b npu pasnuuHbix Bugax TFCK
3achukcmnposaHa
Bupbl TTCK n TpaHcnnaHTaTa Bcero pyHKLMA O] G, YMepnu XuBbl [RLRL 2
nosTopHas TFCK cMepTu
TpaHcnnaHTarta
Bcero 11 11 1 1 10
Ot HLA-coBMecTMMOro poaCcTBEHHOro AOHOpA 4 4 = = 3MX+1CX
® KOCTHbIN MO3T 2 2 - = 2 =
® nepuchepuueckue 'CK 2 2 = = 2
Ot HLA-coBMecTMMOro HepoACTBEHHOIO I0HOPa 7 7 1 1 5MX+1CX
® KOCTHbIIf MO3I 4 4 - = 4
xp.PTMX
® nepuchepuueckue 'CK 2 2 = = 2
® nepuchepuueckue MCK, TcRo+B+/CD19+ genneunn 1 1 1 1 =

lMpumeyvanwme: [1X = nonHbIi goHopckuii xumepnam,; CX — cMeLLaHHbIA XUMepu3M.

Bonpoch! reMaTonori/OHKOMOM M 11 MMMYHONATONOM MM B NeAMaTpIK
2019 | Tom 18 | Ne 2 | 30-42



OPUTUHANbHBIE CTATbU

BToporo ankunatopa (Treo + Flu + TT/Mel) B KoH-
OVLMOHVMPOBaHME YAyYLIMNIO pe3ynbTaTbl feYeHUs
(rabnuuya 7).

Pesynbtathl TTCK y nauuentos ¢ XI'b. [lposene-
Ho 12 TICK 11 naumeHtam ¢ XI'b, npn atom oTMmeue-
Hbl YLOBNETBOPUTESIbHbIE MOKa3aTesn BbIXKMBAEMOCTH.
Y BCex MauMeHTOB 3aperMcTpMpOBaHO MPUKMBIIEHNE
TpaHcnnaHTata. Y 2 petelt Habniopganacb onuTesibHas
MepPCUCTEHLMSA CMELLAHHOrO XMMepusma bes KnuHuye-
CKUX NpU3HaKOB 3aboneBaHus.

Ymep oanH 13 11 naumeHToB; eMy Bbina nposeneHa
TpaHcnnaHTauma ot HemonHocTbio (9/10) HLA-cosme-
CTUMOr0 HEepPOACTBEHHOrO AOHOPa C MCMONb30BaHUEM
TcRotBT/CD19t pmenneuun. OTTOpsKeHWe TpaHCMaH-
TaTa npousowsno kK 120-My [OHIO; MOBTOPHasi TpaHC-
NnaHTauMsi  HeMaHWMynNMPOBaHHbIX  NepudepUYeCcKuX
cTBofioBblix Knetok (MCK) oT mpyroro HemomHoCTbio
HLA-coBMeCcTMMOro HEPOACTBEHHOIO [OHOPA 3aKOHYM-
nacb CMepPTbIO OT TsKenon PopMbl XpoHudeckon PTMX
(rabnuua 8).

YCneLwHbIM OKa3ancst OnbIT MPUMEHEHUS pPeXUMa
KOHOMUMOHMPOBaHUA B cocTase Treo + Flu + Mel + AT
— BCe 7 MaLMEHTOB XMBbI, ¥ H1X 3a(PUKCUPOBAH MOSHbIN
[OHOPCKUI xnMepuaM (Tabnmya 9).

Pesynbtatbhl TTCK y nauueHToB ¢ CMHOPOMOM
HuitmereH. lMpoeepeHbl nBa TICK gByM nauueHTam ¢
cuHopoMoM Huimeren (Tabnmya 10).

Pesynbtathl TITCK y nauuentoB ¢ runep-IgM-
cuHppoMoM. [poseneHbl 4 TICK 3 naumeHTam ¢ runep-
IgM-cuHapomom (Tabsmya 11). Y ogHOro naumeHTa ve-
pe3 8 mec. nocne TICK oT poncTBEHHOro [JOHOpA KOH-
CTaTVPOBAHO OTTOPNKEHWE TpaHcMnaHTaTta. BbinonHeHa
nosTopHast TTCK NCK kpoBu OT Toro e goHopa, KoTo-
pas OCMIOKHWUIACh SKCTEHCUBHOW (POPMON XPOHUYECKOM
PTMNX. Yepes 8 net y naumeHTa pa3sunacb KapuuMHoMa
CIIOHHOW 3Kernesbl, NOCre YCMeLHoW Tepanum KOTOpoM
npoLuso 2 roga.

Pesynbtatbl TTCK y nauueHToB ¢ opyrumMu Bupamm
MUA. MposepeHbl TITCK gBYM mauueHTaM c nuMdo-
nponvdepaTMBHbIM CUHLPOMOM, OLHOMY — C CUMHApPO-
MOM Yepmaka—Xurawm, yeTblpeM — C BPOMAEHHBIM
arpaHynouuTo3oM M AByM — C AedUUMTOM aaresum
nenkounToB. B pexumax KOHOMLMOHMPOBaHUS UC-
nons3osanu Treo — 36—42 r/m?; Flu — 150 mr/m?; ATT,
Mel wnu TT (Tabamya 12).

O6wme pesynbtathl TICK y nauuentoB c MUL.
3a Becb nepwog Habnionerns OB nauuenTos ¢ ML no-
cne TI'CK cocTasuna 63,1%; BCB — 49,3% (pucyHok 2).

Tabnuua 9
PesynbTtatbl TTCK y nauueHnToB ¢ XI'b npu pa3Hbix pexuMax KOHAMLMOHUPOBAHUSA
WUcxop,
Pexum
KOHAULIMOHMPOBaHUSA
BCero JKUBBI ymepnu OTTOpXXeHue HenpuXxuBneHme
ATT + Treo42 + Flu150 2 1(CX) 1 1 -
ATl + Treo42 + Flul50 + TT10 2 2(1-nX,1-CX) 2 = 1
ATl + Treo42 + Flul50 + Mel140 7 7 nX = = =
lMpumeyvarne: X — nonHbIA AOHOPCKMI xuMepn3m; CX — cMeLLaHHbIi XUMEPH3M.
Tabnuua 10
PesynbTtatbl TTCK y nauueHToB ¢ cuHapoMoM HuiimereH
Nauvent Bun TrCK Bun FCK Pexm Wcxon
KOHAMLIMOHMPOBaHUA
1 OT HLA-COBMECTMMOro HEePOACTBEHHOr O IOHOPa Mepudpepuueckue MCK Flul50 + Cy20 + Bu4 + ATl Kus, MX
2 Ot HLA-COBMECTMMOro poACTBEHHOr0 AOHOPA Mepudpepuueckue MCK Flul50 + Cy120 + Bul0 Gz (R ol el

(ToKcHUecKMe 0CTIOKHEHMS)

lMpumeyvarmne: [1X — MOMHbIA OHOPCKMIA XUMEPU3M.

Tabnvua 11
Pesynbtathl TTCK y nauunenToB ¢ runep-lgM-cuHppomom
Pexxum
NauneHTt Bup TTCK Bup F'CK KOHAULIMOHMPOBaHUS WUcxon,
OTTopkeHue yepes 8 mec.
1 Ot HLA-COBMeCTMMOro poACTBEHHOr0 IOHOpa KocCTHbI MO3r Flul50 + Cy120 + Treo36 nocne noeTopHoit TFCK — MX,
KapLMHOMa CrIOHHO yKenesbl yepes 8 net
2 OT HLA-COBMECTMMOr0 HEPOACTBEHHOIO A0HOPa KoCTHbI MO3r Flul50 + ATT + Treo42 us, TIX
3 OT HLA-CcoBMeCTUMOro HepOACTBEHHOrO AoHopa  Mepudbepnueckue MCK Flul50 + ATT + Treo36 CMepTb Ha +23-i1 geHb (LIMB)

lMpumeyvanme: [1X — MOMHbIA LOHOPCKMI XUMEPU3M.
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PucyHok 2
06Luas n beccobbiTuiiHas BbIKMBAaEMOCTb NaumeHToB ¢ MAL
nocne TICK
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Tabnuua 12

PucyHok 3
Dons nauvenTos ¢ MUA, ymepunx nocne TICK,
B AMHaMU1Ke 3a BeCb nepuop, HabnioaeHus
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CmepTHocTb naumeHToB ¢ NI nocne TICK B nocnen-
HWe rofbl 3HAYMTENbHO CHWU3UMACh. BHavarne, Koraa Ta-
KUM naumeHTam Havyanu nposoantb TICK, ymupanu 6o-
nee 50% 6onbHbIX, @ B nocnegHve 7 net — meHee 13%.
Ha pucyHke 3 npencTasneHa [ons yMepLUmx nauMeHToB
¢ NI nocne TI'CK B fuHaMuke 3a Becb nepuor Habnio-
LEeHUs, KOTOPbIN AN HarnsgHOCTY pa3fesied Ha 7-neT-
HWe 3Tanbl.

MaumneHTbl ¢ BTOPUYHBIMK OMYXONAMU, acCOLMMPO-
BaHHbiMM C W[, nmenn HebnaronpuATHbIA MPOrHO3.
Bce cnyuaun TI'CK y naumeHToB CO BTOPUYHBIMK OMYX0ns-
mu (CBO ¢ nuMdpoMoit XommKmnHa 1M cuHapoM HuiMereH
C OCTPbIM NUMAPOBMACTHBIM NEMKO30M) 3aKOHUMMUCH
neTanbHbIMM UcXogamu B TedeHne 2 Mec. nocrie TICK.

PesynbTtatbl TTCK y naumeHToB ¢ numcponponucepaTuBHbLIM CUHAPOMOM,
cuHapoMoM Yepmaka—Xuraluu, BpOXKAEHHbIM arpaHynounTo3oM, AedMLUMTOM afre3uu IeMKOLMTOB

MauneHT Bupa TFCK Bup FCK WUcxon
NuMmdonponudepaTUBHbIN CUHAPOM
1 OT HLA-COBMECTMMOro HEPOACTBEHHOr O IOHOPa [MynosuHHas Kposb Kus, TIX
2 OT HLA-COBMECTMMOro HEepOACTBEHHOr O IOHOPa KocTHbIt MO3r Kus, MX

CuHppoM Yepmnak-Xurawm

1 Ot HLA-COBMECTMMOr0 HEPOACTBEHHOMO AOHOPA

KocTHbI MO3r

CmepTb Ha +110-i aeHb (PTMX)

BpOXXAEHHbI arpaHynoumTos

1 OT HLA-COBMECTMMOr0 HEPOACTBEHHOr O IOHOPa ynoBuHHasa KpoBb Kus, MX
2 Ot HLA-COBMECTMMOr0 pOACTBEHHOrO AOHOPA Mepudbepuueckue MCK us, MX
3 Ot HLA-COBMECTMMOr0 POACTBEHHOrO AOHOPA Mepudbepunyeckue MCK Kus, MX
4 Ot HLA-COBMECTMMOr0 POACTBEHHOrO AOHOPA KoCTHbI MO3r CMepTb Ha +24-i1 feHb (PTMX)

fedmunt apresnm nemkoLmToB

1 Ot HLA-COBMECTMMOr0 HEPOACTBEHHOMO AOHOPa

Mepudbepuueckue MCK

CX 6e3 npu3HaKkoB 0CHOBHOro 3aboneBaHus 6 net

2 Ot HLA-COBMECTMMOr0 HEPOACTBEHHOMO AOHOPA

Mepudbepunyeckme MCK

CX 6e3 npn3HakoB OCHOBHOrO 3abonesaHus 6 net

lMpumeyvanwme: [1X = nonHbIi goHopckuit xumepnam,; CX — cMeLLaHHbIA XUMepu3M.
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PasButue BTOpUUHbIX omyxonew nocne TICK Bbino oT-
MeUeHO y 3 maumeHToB. Y peter ¢ anarHodamm «TKUH»
n «runep-IgM-cuHopom» yepes 5 n 6 net nocne TICK
LMarHoCTMPOBaHa KapLMHOMa CIIIOHHOM enesbl; y of-
Horo naumeHTa ¢ TKMH obHapykeH nenkos na 6onbLumx
rpaHynsApHbIX IMMAOLMTOB.

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUA

Ananus pesynbTaToB feyYeHus Takux 3abonesaHui,
kak [MN[, Bcerna npeacTaBnseT CAOXHOCTb ANA UCche-
[oBaTenen Mo npuuMHaM penkocTW LAHHOro Buaa na-
TOMOMUM U HanWUMs YHUKAIbHbIX aCMeKTOB, MPUCYLLMX
KaOOM OTAENbHOM Ho30f0rMn, 4To obycnaBnuBaeT
OTCYTCTBME YHMBEpCasbHOM CXeMbl Tepanuu. B cBsau
C 3TUM He MOXET BbITb M eAMHOro NPOTOKONa NpoBeae-
Hus TI'CK y naumnenToB ¢ ML — ona Ka)aon oTaenbHom
HO30J10MMKN U axke KIIMHWYECKON CUTyauum Heobxoamm
COOTBETCTBYIOLLMI NMOLOXOA K BbIOOPY AOHOPA, UCTOYHMKA
'CK, pesxunMa KOHAMLMOHMPOBaHWS, MeToAa Npodouak-
T1kM PTTX 1 conpoBoanTenbHON Tepanuu, U 3T NOAX0-
Obl MOCTOSIHHO MEHSITCA Brnarofaps pasBUTUIO HAYYHbIX
OCHOB M COBepLUeHCTBOBaHMIO TexHonoruii [40]. Bce aTo
KpavHe OrpaHuuvMBaeT BO3MOMHOCTW CTATUCTUUYECKOrO
aHanusa pesynbTatoB TICK y nauneHTos c MA[ nasxke Ha
YPOBHE OfHOI0 LIEHTPA, @ MHOTWE BbIBOAbI NPU 3TOM NO-
NyyaloT 1LWb KOCBeHHoe obocHoBaHWe. TeM He MeHee
nopobHbIN aHanus, a Takke 0bbeanHeHVE pesyNbTaToB
W OMnbITa Pa3fMyHbIX LLEHTPOB KPaiHe BasKHbI, MOCKOIbKY
MOryT PacLUMpPUTb BO3MOMKHOCTU JIEUEHWS MALMEHTOB C
nmA.

B Halem nccrnepoBaHuu npvBefneHbl COBCTBEHHbIE
peaynbtatbl TITCK y naunentos ¢ NN, no Bo3MOXHO-
CTV Mbl COMOCTABMANM UX C AAHHBIMU OPYTrUX KPYMHbIX
LeHTpoB. 3a Becb nepwuop, HabnogeHnss nokasatens OB
B HalleM LleHTpe Heckofbko ycTynaeT onybnmnkoBaH-
HbIM paHee AaHHbIM HEKOTOPbIX KPYMHbIX NCCNEe[0BaHUM.
Tak, OB nauwuenToB ¢ MU nocne TI'CK, no faHHbIM OT-
[enbHbIX LEHTPOB, cocTaBnseT oT 65 no 72% [40-43],
B HaweM LleHTtpe — 63,1%. OgHako crepyeT yyecTb, UTo
Hamu npencTasBneHa OB 3a Becb nepwop HabmiopeHus
3a nauneHtamu (bonee 20 net), a B yKasaHHbIX Uccrie-
[OBaHUAX —3a 5 n 7 ner.

[aHHble wWccnepoBaHWin, NPOBEAEHHbIX BO BCEM
MUpe, CBUAETENbCTBYIOT O MOCTOSIHHOM YIyYLUEeHWUK
pesynbtatoB TICK y nauuenToB ¢ MWL [40-44].
[MopobHaa TeHoeHUMA oTMeuyeHa U B HaweM LleHTpe:
[ons nauueHtos, ymepwwux nocne TICK, cHusunach
¢ bonee yeM 50% B nepBble rofibl MPUMEHEHUS OaH-
HOro MeToAa feveHusi 0o MeHee 13% 3a nocnepHue
7 neT.

3Hauumoe ynyuileHue pesynsTtatos TICK npu M1
BO BCEM MMpE CBA3aHO CO MHOMMMU (haKTopaMu: coBep-
LLIEHCTBOBaHNEM METOLOB CONPOBOAMUTENBHON Tepanuu,
noBbILLEeHMEM [JocTynHocTn MeTtopoB HLA-Tunuposa-

HWsl, pa3paboTkon MeTopoB 3dhdpekTuBHOro nabopa-
TOPHOI0 MHADEKLMOHHOMO CKPUHMHIA U 3CPdEKTUBHBIX
NMPOTUBOBMPYCHbLIX U MPOTMBOrPUBKOBbLIX NpenapaTos,
NO3BONAIOLLMX NpefoTBpallaTb W NEeYNTb OMnacHble
B8 KU3HWM MHADEKLMK, C yClexamu B JIEYEHUU TaKux
OCIOKHEHWIN, Kak BEHOOKKIIO3MOHHasA BonesHb neyenu,
CnocobCTBOBABLUMMM CHUXKEHMWIO MOKasaTenen TpaHc-
nnaHTauMoHHoi netanbHocT [44]. 3t chakTopbl,
Be3ycnoBHO, 3HaunMbl 1 Ansa Hawero LleHTpa; ncnonb-
30BaHMe COBPEMEHHbIX 3PEKTUBHBLIX NpenapaToB B
COMPOBOANTENBHOWM Tepanun 3Ha4YMMO CHU3WIO 4acTo-
TY U TSKeCTb ocnoxHeHun nocne TICK. [MoBbiweHne
3O EKTVBHOCTV B3aMMOLENCTBUSA C MEXAYHAPOLHbIM
pPerucTpoM u yBenmyerune 6asbl poCCMICKOro pernctpa
LOOHOPOB KOCTHOIO MO3ra, MOoBbleHWe AOCTYMHOCTH
HLA-TMNMpOBaHMA POACTBEHHbIX LOHOPOB B PervoHax
YCKOPWAM MOWUCK [OHOPa, Hanbonee noaxoasLLero na-
LMEHTY, 4TO, BE3yCrnoBHO, MOMOMMUTENbHO BIMSAET Ha
pesynbTatbl T CK. [lynoBMHHaa KpoBb, paHee pocCTa-
TOYHO YaCTO WCMOMb3yeMasi B KayecTBe MCTOYHMKA
'CK, cerogHsi MpakTUYECKN He NMPUMEHSETCA B CBA3N
C NOBbILLEHHbIM PUCKOM TPaAHCMIIAaHTaLMOHHOW NeTanb-
HOCTW, Bonee AnUTENbHLIM BOCCTAHOBMEHNEM FE€MOMO-
333, BbICOKMMU PUCKOM BUPYCHbIX MHADEKLMI U pecyp-
coeMKkocTbio [44]. B HaweM Llentpe TICK nymnoBuHHOA
KpoBW DObifa BbINOMHEHA Y 7 NaUMEHTOB; B NOCMEAHNe
rofbl MyrnoBMHHas KPOBb B KayecTBe McTouyHuka [CK
He NpUMeHsinace.

BonbLuyio ponb B ynyulleHun pesynbTaToB TpaHC-
nnanTaumn y naumnerToB ¢ NN urpatoT Takxe paspaboT-
KW anbTepHaTVBHbIX GOHOPCKMUX CTPaTEruin: CoBepLUEH-
CTBYIOTCSI TEXHONOM MM TPaHCMNaHTaLMy ANS NOBbILLEHUS
LOCTYMHOCTU Kak HEPOACTBEHHbIX, Tak U ranfonaeHTny-
HbIX OHOPOB, B YacTHocTH, TcRortR*/CD19 nenneuws,
MOCTTPaHCMNaHTaLUMOHHOE BBefeHne umknodocda-
MU0 MPW TanmoMAeHTUYHbIX TpaHcnnaHTaumax [44].
B nocnepHve rogbl BaHHbIE TEXHONOMUM YCMELLHO MpUMe-
HsloTCcs B HaweM LleHTpe. CnepyeT 0TMeTUTb, UTO METOR
CD34-cenekuun, KOTOPLIN paHee LLMPOKO NMpUMEHASCS,
He onpaBaan cebs, Tak Kak CHUKEHWE KonnyecTBa 3pe-
NbIX UMMYHHbIX 9DDEKTOPHBIX KETOK B TPaHCNIaHTaTe
BENO K BOMbLIOMY UMCny MHADEKLMOHHBIX OCTOKHEHWUN 1
BbICOKUM MoKa3saTensam cMepTHocTH [44]. MopobHble He-
BnaronpuaTHble nocnencTavs BbiNyM OTMEYeHbl U Yy na-
uMeHToB Hallero LleHTpa: B rpynne nauueHtos ¢ TKUH,
MOSTYYMBLUMX ranfIOMLEHTUYHYIO TpaHCNaHTaumio ¢
CD34-cenekuumen, Habnopanum Havbonbluee 4ncno oT-
TOPMKEHWI TpaHCMNaHTaTa U Haubonee BLICOKYKD Ie-
TanbHOCTb. [JaHHbIN METOL B HacTOsLLee BpeMs B HaLLeM
LleHTpe He npuMeHsieTcA.

Ynyuwenuio pesynstatoB TI'CK npu M1 cnocob-
CTBOBAJIO TaKKe COBEpPLUEHCTBOBaHWE METOA0B Npodhu-
nakTuku PTIX, ocHOBOW KOTOPO 0CTaeTcs NpUMeHeHne
MHIMBWTOPOB KasbUWMHEBPWHA, OBBIYHO B COYETaHUM
c MukodoeHonata MOIETUIIOM WIIM METOTPEKCaTOM.
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KpoMe TOro, nonosuTenbHble pesynbTaTbl OTMEYEeHbI
npu [obaBneHnn aHTUTUMOLMTApPHOrO rnobynuHa, pu-
TykcuMaba B pexuM KOHOWMLMOHWMPOBaHWS W MPUMEHe-
Hu TcRotBt/CD19T penneumn TpaHcnnantaTa [44].
CerogHs ranmnoupeHtuuHas TITCK — 3to cBoero popa
«/Ty4 HapesObl» Ha usnedyenve ansa nauuextos c ML,
Y KOTOPbIX HET COBMECTUMbIX POACTBEHHbIX UK HEPOA-
CTBEHHbIX [LOHOPOB (nM60 B CBA3W C KIMHWUYECKOW Cu-
TyauMen HeT [OCTaTOYHOIO KOSIMYEeCTBa BPEMEHM Ha
MOWCK M aKTMBaLMIO HEepPOACTBEHHOrO AoHopa). [oro-
MUTENbHbIE pe3ynbTaTbl NOKa3bIBAET ranIonaeHTNYHas
TICK npu MU ¢ nocTTpaHcnNaHTaLUMOHHbIM BBeLEHNEM
umknodoccammaa, Npy 3TOM OHa XOPOLLIO MEPEHOCUTCSA
1 MeHee pecypcoeMKa o cpasHeHmio ¢ TcRotpT/CD19*
penneuueit [40]. Bce a1 MeToabl npochunaktvkm PTMX
yCneLUHO NPUMEHSIIOTCS B HalleM LleHTpe.

CnepyeT OTMETUTb, UTO, HECMOTPSA Ha NOMOXKUTENMb-
HbIF ONbIT NpUMeHeHns Hamu TcRortBt/CD19T pnenneunn
npu TFCK y naunenToB ¢ TKMH, gea cnyvasa TTCK y na-
unentoB ¢ XIb n numdponponudepaTMBHbIM CUHLPO-
MOM, Y KoTopbIx npoeoannv TcRo 3+/CD19 nenneumio,
BblnM accoumMpoBaHbl ¢ oTTopkeHveM 9/10 HLA-coBMe-
CTVMMOr0 TPaHCnaHTaTa OT HEPOACTBEHHOI O JOHOPA.

CoBepLUeHCTBOBaHME MOLXOA0B K Moabopy pexuma
KOHOMLIMOHMPOBAHMS Takxe CrnocobCcTBOBaNo ymyuLle-
Huo pesynbtatoB TICK. CerogHa maumeHTbl NosyyaloT
MuenoabnaTMeHoe KOHAMLMOHMPOBaHWE Be3 obnyyenus
opraHvaMa. B oToenbHbIX LEHTPax MOMOKUTESbHbIE pe-
3ynbTaTbl MOKa3aHbl MPU UCMOSIb30BAHWUM MOHUTOPWHIA
KOHUEeHTpauun bycynbdaHa B KpPOBM, UYTO MO3BOSNIO
CHU3UTb TOKCUYHOCTb KOHANLMOHMPOBAHWSA, PUCK Pa3Bu-
TV BEHOOKKJTIO31OHHOM BOM1e3HM NeYeHn 1 HefoCcTaTou-
HOCTU TpaHcnnaHTata [44]. Mo faHHbIM ApYrvX LeHTPOB,
“Crnosib30BaHWe TPeocyrnbdpaH-COAEePIKaLLMX PEKVMMOB
KOHAMLIMOHMPOBAHNA MO3BOMWIMO CHU3UTb TOKCMYHOCTb
Tepanuu W TPAHCMIIAHTALUMOHHYIO feTanbHOCTb [44].
OThenbHble NCCMENoBaHNA YKa3biBAIOT Ha YCMELHOCTb
MPUMEHEHUS] PEXUMOB KOHOWLMOHMPOBAHWUA CO CHU-
YKEHHOW WHTEHCMBHOCTbIO Npu HekoTopbix [N, uTO
TaK¥Ke CHUKAET TOKCUMYHOCTb JIEYEHUS, OHAKO MOXKET
YBESIMYMTb YacTOTY CMELLaHHOro XuMepuama [44-46].
B Hawem LleHTpe B nocnenHue rogbl yCNeLwHo UCnosb-
3yI0T TpeocynbdaH-cofepxaLlye PexmMMbl KOHOULMO-
HUPOBaHMA.

OnpepneneHHble 3aknioveHnsa no pesynstatam TICK
MOXHO cfenaTb NWlb ANA OTLENbHbIX 3aboneBaHui.
B uactHocTH, 3TO KacaeTCa Takmx Ho30mornit, kKak TKUH,
NI, Xrb n CBO, Tak kak nopasnawowee uncno TICK
MPOBefeHO MMEHHO MaLMeHTaM C AaHHbIMK 3aboneBaHu-
amu. Mo naHHbIM Hawwero LleHTpa, OB nauuneHTos ¢ TKUH
nocne TICK coctasuna 65,5%, 4To Xyxe pe3ynbTaToB
KPYMHbIX MCCIenoBaHuii, onybrniMkoBaHHbIX paHee. Tak,
B PETPOCMEKTMBHOM WCCNefoBaHWK, OBbeauHMBLLEM
naHHble 25 ueHtpoB CLUA, no pesynbtatam TICK y na-
umeHToB ¢ TKMH ¢ 2000 no 2009 ron OB coctaBuna
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74,0%. OpHako npu 3TOM aBTOPbl OTMETUMIM 3HAUYUMMO
Bonee Huskue nokasatenu OB (50%) y Tex nauueHTOB,
Y KOTOPbIX HA MOMEHT TPaHCMaHTaumu bbino 3aduken-
POBaHO TeUYeHWe aKTMBHOIo MHJIEKLMOHHOIO npolecca
[47]. BeposiTHee Bcero, HWU3KWe NMOKa3aTenu BbiKMBaE-
mocTh naumeHToB ¢ TKWH nocne TICK B Hawem Llen-
TPpe CBA3aHbl TaKKe C TEYEHNEM THKENbIX MHIPEKLMIM Ha
MOMEHT TpaHChnaHTaumv y BomnblUMHCTBA NaLMEeHTOB.
B nmomb3y 3TOro MpennonoMeHWst CBUAETENbCTBYET U
paHHAA neTanbHocTb (y 6 13 10 yMeplumx naumeHTos
¢ TKMH), accoumnpoBaHHas C pasBuUTUEM TAKENbIX UH-
heKLMOHHBIX MPEATPAHCMNAHTALMOHHBIX OCITOMKHEHNN.

MocKonbKy TsAXenoe TeyeHwe npeLnTpaHcniaHTa-
LIMOHHOW WMHpekumn y naumeHtoB ¢ TKUH — rmaBHbIn
haKTOp BbICOKOW TpaHCMaHTaLMOHHOW N1eTanbHOCTH,
NPUHLUMIMAbHBI MaKCUManbHO ObICTpble CPOKWM Mpo-
BeneHus TICK. lMpu oTcyTcTBuM y naumeHta HLA-co-
BMECTUMOrO POACTBEHHOrO AOHOPa LenecoobpasHbiM
MpencTaBnseTCs MOUCK AOHOPA B POCCUNCKUX, HEXe-
mm bonee 3aTpaTHbIA MO BPEMEHWU MOWUCK B 3apybesk-
HblX perucTpax. CremyeT paccMOTpeTb U BO3MOXK-
HocTb nposefenust TI'CK oT rannouaeHTMYHOro foHopa
(c npumenenvem TcRotB1/CD19" penneunn wmv noct-
TpaHCMaHTaUMOHHOro BBefeHuUst UMKnodochammaa)
MpM OTCYTCTBWMM COBMECTVMMOIO POACTBEHHOrO [OHOPa
1 BbICTPOro MPOrHo3a Ha akTUBaLMIO HEePOACTBEHHOIO.
o HawwmM paHHbIM, ¥ naumeHToB ¢ TKUH MeHbluas ne-
TanbHOCTb W JyyLlWe MoKasaTesiM 4OSIr0CPOYHOro Mos-
HOro floHopcKoro xumepuama nocne TICK Habnioganucs
MPW WCMOJSIb30BaHWMN PEKVMMOB KOHOMLMOHMPOBAHUA C
BK/TIOYEHNEM OJHOrO ankunaTopa B MuenoabnaTvBHOM
nose (AT + Treo + Flu u ATT + Mel + Flu). Crnegyet
TaKKe OTMETUTb MOSONKUTENbHBIA OMbIT MPUMEHEHUS Y
Hawwmx nauueHToB ¢ TKWH TcRortB*/CD19T penneumu
WKW NOCTTPAHCMAHTALMOHHOIrO BBEAEHUS LMKIooc-
damupa npu rannongeHtTuyHom TICK.

WNcTopuueckn TICK y naumentoB c TN Bbina ac-
COLMMPOBaHa C BbICOKMMW MOKasaTeNIiM1 TpaHcniaHTa-
LIMOHHOW NeTanbHOCTU, HEAOCTATOYHOCTW TPaHCMIaH-
TaTa WM peakTUBaLMM OCHOBHOrO 3abofieBaHus nocne
TpaHcnnaHTaumu. MNepsbin onbiT TICK y 3Tx naumneHToB
nokasan OB He Gonee 65% [44]. MNMpuMeHeHWe pewun-
MOB KOHAMLMOHWUPOBAHWS MOHUMEHHON WMHTEHCUBHOCTU
MPMBESIO K CHUXEHWIO TPaHCMIaHTaLMOHHON NeTanbHo-
CTW, HO YBENWYMIIO YaCTOTY CMELLUaHHOro XMMepu3Ma
n puck aktmsauuu [T, B HacTosLlee Bpemsa 3a cueT
COBEpLUEHCTBOBaHWNSA METOAOB COMPOBOAMUTENIbHOW Te-
panuu ¥ TEXHOMOrMMN TpaHCMMaHTauuM pesynbTaThl
TICK y naumenToB ¢ ITII yny4ywmnuce, OopgHaKo eLle
[aneko He Bce Npobnembl peLleHbl, MPOAOSIKAETCA No-
UCK OMTUMarbHbIX PEsKMMOB KOHAMLMOHUpOBaHUs [44].
CxopHble BbIBOAbI MOMKHO CAenaTb M MO OMbITy Hallero
LleHTpa. Tak, HeCMOTPSA Ha TO YTO Yy BCEX MALMEHTOB C
1 nocne TFCK, kKpoMe ogHoro (cMepTb Ha +9-i1 AeHb),
KOHCTaTMPOBaHO MPWKMBIIEHWE TPaHCMIaHTaTa, 4acTo-
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Ta NneTanbHbIX UCXOAOB bbina KpailHe Bbicoka — 58%
(7 u3 12 naumenTos). lMpu 3TOM feTanbHble MCXOmbl
yepes 3,5 Mec. 0TMeYeHbI y IBYX PELMNMEHTOB NMYMNOBUH-
HOW KPOBM B CBSA3U C MH(PEKLMOHHO-aCCOLMMPOBAHHbI-
MU ocrioskHeHusiMu (cencuc m IBB-numdpoma). Kpome
TOro, N0 HALLUMM AaHHbIM, He OMpefesieHbl ONTUMarbHbIe
PEKUMbI KOHAMLMOHMPOBaHus npu 1T,

OnbIT Hawen knnHuky npu TICK y naumeHToB ¢ XI'b
CBMAETENbCTBYET 00 YOOBNETBOPUTESIbHBIX NMOKa3aTENsX
BbiskuBaemocTv (10 u3 11 naumeHTos). OTMeueH dhaKT
OJIMTENbHON MEPCUCTEHLMM CMELLAHHOro XuMepusMma y
nByx naumeHtoB ¢ XI'b mocne TICK 6e3 knuHWYeckmnx
npv3HakoB 3abonesaHus. 10 faHHbIM paHee onybnunko-
BaHHbIX UCCIIef0BaHWIA, Y TakUX MaUMEHTOB NPUEMIIEMO
Hanuune cMellaHHoro xumepusma [40]. Mo paHHbIM NK-
TepaTypbl, TPYLAHOCTU C NMPUKUBMEHWEM TpaHCMNaHTaTa
(cBAAZaHHbIE C HaMMUMEM (DYHKLUMOHMPYIOLUMX Y naum-
€HTOB COBCTBEHHbIX T-KNIETOK) NpMBenn K UCnosib30Ba-
Huto nepen TICK y naunenToB ¢ XI'b MuenoabnatueHbix
[103 afIKUIIUPYIOLLLEro areHTa u uMMyHocynpeccum [44].
Haw onbIT cBupoeTenscTByeT 06 onTMMasnbHOM Bbibope
pexnMa KoHAMuUMoHupoBaHus npu TICK ¢ aByMsa anku-
MMPYIOLLMMM areHTaMmm 1 NpenMyLLecTse pesxnMa B Co-
cTase Treo + Mel + Flu + ATI (B ToM uncrnie npu TFCK ot
POLCTBEHHOIO AOHOPA).

Mo paHHbIM MUpoOBOro onbiTa nposegexuns TICK
y naumeHtoB ¢ CBO, ocHosHOM npobnemoit ssnsetcs
BbICOKasl 4aCTOTa CMELLUAHHOro XMMepW3Ma U ayTouM-
MYHHbIX OCJTOKHEHWI (B YAaCTHOCTM, LUMTOMEHWIA) nocse
TpaHcnnaHTaumn. OCHOBHOE HampasnieHue mpu pelue-
HUM [aHHbIX NpobrneM — ucnonb3oBaHue Muenoabna-
TUBHOMO PEXMMA KOHOMLMOHWUPOBaHWS B COYETAHUM C
Mobunusaumen remonoasa nepen T CK ¢ npuMeHeHnem
rpaHyIIoLMTapHOr0 KOSIOHMECTUMYNMPYoLLLEro chakTopa
v nnepukcadpopa [44]. Haw onbit TFCK y nauueHTos ¢
CBO Takske bbin accoumnmpoBaH ¢ 6onbLLION YacTOTOM OT-
TOPMEHWS/HEMPUMUBIIEHUS TPAHCTNAHTaTa, Pa3BUTUEM
dhaTanbHom PTIX 1 cMeLlaHHbIM XxMMeprn3moM. Mobunu-
3aLusi ayTONOMMYHOIO remMonoasa Bo BpeMs MPOBeLeHMS
KOHOMLMOHMPOBAHWS CTana aTTpaKTMBHOM onuuen [o-
CTVKEHWSI JOITOCPOYHOI0 MOJIHOrO [OHOPCKOMO XMMe-
pU3Ma, HO C PUCKOM JIEMKOKIaCTUYECKOro BacCKynuTa
(n = 1). OnbIT TpaHCNMAHTaLMW MYNOBUHHOM KPOBU Bbis
ycneweH y obovx naumeHtoB ¢ CBO. [lobaBnexune BTO-
pOro ankUnsTopa B PEXUM KOHAMLMOHUPOBAHWS YIyy-
wwuno pesynbtathl TTCK npu CBO.

3AKITIOYEHUE

bonee uem 20-neTHuin onbIT nposegeHns TICK na-
uveHtaM ¢ M B HaweM LleHTpe, BesycnosHo, pas-
BMBancs Nop BMSHWEM OOLLEMMPOBbLIX TEHAEHLUMIA U
TPeHOooB coBepLUeHcTBOBaHUA TexHonorun TICK. He
BbI3bIBAa€T COMHEHWM TOT (PaKT, YTO MOCTOSIHHOE CO-
BEpLUEHCTBOBaHWE CTapblX METOOOB, MOSIBIIEHNE WH-

HOBALIMOHHBIX Hay4HbIX MOAXOAOB U WX MpaKTUYecKoe
MPYMEHEHNE MPUBENN K 3HAUUTENTbHOMY YIyYLLEHMIO
pes3ynbTaToB AaHHOro Buga Tepanuum M. 3To HarnsagHo
LEMOHCTPUPYIOT pPe3ynbTaTbl JIeUeHUs NMaLMEeHTOB B Ha-
wemM LleHTpe — uncno netanbHbix ncxopos nocne TICK
cHuaunocb ¢ bonee yem 50% B mepBble roabl 4O MeHee
13% B nocnepHue 7 ner.

3Bontoumna MeTonoB v noaxonoB K TICK y mauueH-
ToB ¢ W[ cnocobcTeoBana NoCTeNeHHOMY 3HaUUMOMY
YINyULLEHWIO MOKa3aTes1el BbIXKMBAEMOCTU U CHUMKEHWMIO
neTanbHOCTW MaUMEeHTOB, YTO HabniopaeTca BO BCeM
Mupe, B TOM uucre B HaweM LleHnTpe. Tak, ynyuylleHuio
pesynbTatoB TICK B 3HaumMon Mepe cnocobcTBoBa-
10 COBEPLUEHCTBOBaHNE COMPOBOLMTENIBHOW Tepanuu:
ynyuLleHne KOHTPONA MHADEKUMOHHOrO npouecca bna-
rogaps HOBbIM MeTopfaM nabopaTopHOro MHMEKLMOH-
HOrO CKPUHWMHra WU MOSBIEHUIO HOBbIX IPIEKTUBHDIX
NMPOTMBOMMUKPODHbIX MpenapaToB, NCMOMNb30BaHNE HOBbIX
npenapaToB Ans MPOOUIAKTVKM U NIEYEHNS BEHOOKKITIO-
3VOHHON 60M1e3HN neyeHn. [OBbILLEHUIO [OCTYMHOCTM
anbTepHaTVBHbIX BOHOPOB B oTcyTCTBME HLA-ngeHTuy-
HOro POACTBEHHOr0 AOHOpa crnocobcTBoBano pacLuun-
PEHNe BO3MOMHOCTY BbINOJIHEHWS TPaHCMMaHTaumMmM oT
ranfonaeHTUYHbBIX JOHOPOB C NMPYMEHEHVNEM TEXHOMOMUI
TcRo"B1/CD19* menneumu unm NocTTpaHCMNaHTaLMOH-
HOro BBefeHus uuknodocdamuaa. OGHOBPEMEHHO MpPo-
MCXOAMIT NMOCTENEHHbIN 0TKa3 OT TakUX He OnpaBAaBLUMX
cebst MeTonoB, kak T CK nynoBMHHOM KPOBW M NpUMeHe-
Hue CD34-cenekumn. besycnoBHo, ynyyLleHuio pesynb-
TatoB TI'CK crnocobcTBOBana n onTMMM3aums PesKMMOB
KOHAMLMOHMPOBAHWS: 0TKa3 OT PEKVMMOB C BKITIOYEHNEM
0bnyyeHus Tena; NpPMMeHeHne MMenoabnaTBHbIX PEXU-
MOB A1 HO30I0rMYeCKMX HOPM, aCcCOLMMPOBAHHBIX C
BbICOKMM PUCKOM HEMpUKMBIIEHUS, OTTOPSKEHUA TpaHC-
nraHTaTa 1 CMeLLIaHHoOro xuMepuama (B yactHocTw, XI'B,
CBOJ; ncnonb3oBaH1e onuMm ¢ MOBUNM3aLMet ayTomo-
FMYHOrO FEMOMO033a Ha KOHAMLMOHWMPOBAHUM Y MaLyeH-
TOB C BbICOKMM PUCKOM OTTOPMKEHWS TpaHcnnaHTaTa;
MCMOMNb30BaHNE MEHEee TOKCUYHbIX TpeocynbdaH-co-
LepMKaLLMX PEeRMMOB MNpU  OTCYTCTBUM BO3MOKHOCTYU
NEKapCTBEHHOr0 MOHWTOPUHIA KOHLEHTPaLMi B KPOBW
BycynbdhaHa. Ycnexv B npodhunakTuke n neyenum PTIMX
(bnaropaps NpUMEHEHUI0 aHTUTUMOLMTAPHOr O TUMOTTIO-
BynvHa n putykcuMaba B NEPUOA KOHAMLIMOHUPOBAHWS,
TcRo"Bt/CD19t penneumun, a Takxe MOCTTPaAHCMaH-
TaUMOHHOro BBEAeHUs Luuknodocdammaa npy ransov-
neHTuuHbIX TICK) Takske crocobcTBoBany yryylleHu o
pesynbTaTtoB T CK y nauuenTos c MAL.

MHorne NoaxoAbl U METOANKM, NMPYMEHSABLUMECS B Ha-
wem Llentpe npm BbinonHenun TICK nauvenTtam ¢ ML,
OCTaloTCsi MPEAMETOM OMCKYCCUI, Opyrue nopxompl Te-
PSIOT CBOK aKTyaslbHOCTb, @ TPETbM — TOSIbKO HauMHaloT
NpUMeHsTbCA U TpebyioT nogpobHoro mndydenus. Mmen-
HO MO3TOMY HeobxopMM MOppPOBHbIN aHamM3 pasfnuHbIX
MOOXOAOB M 0BMEH OMbITOM MeXAy PasHbiMK LieHTpPaMy,
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TpchnnaHTauvm U KNeTOYHbBIe TexXxHoJsormmu

YTO MO3BOSUT COBEPLLEHCTBOBATL NpuMeHeHne TICK npm
MO — ocHOBHOrO MEeTOAa pagMKasibHOro NevyeHus ans
H60oNbLUMHCTBA NALMEHTOB C aHHOW NaToNormMen.

UCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT MHTEPECOB

ABTOpr CTaTtbn noaTesepaunuM OTCYyTCTBUE KOHCbJ'IVIKTa NHTEpecos,

0 KOTOPOM HeobxoarMo CoobLLNTb.
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