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Axmyaavnocms. [Iposedenue annocennoil MpaHcNAGHMAUUY 2eMONOIMUYECKUX cmeonoevix kiemok (arno-TICK) y nayuenmos
¢ MYKONOAUCaxapuoo3amu s64semcs eOUuHCMBeHHbIM DAOUKAAbHLIM Memooom mepanuu Ha ce200HawHUuil Oens. [Ipumenenue
MUEN0a6AAMUBHBIX PeNCUMO8 KOHOUUUOHUPOBAHUSI N0380As1em 000UBAMbCs XOPOUe20 NPUNCUBAeHUs MPAHCHAAGHMAMA U 3HAYUMO He
KoMnpomMemupyem comamu4eckuii cmamyc nayueHma.

Ileav uccaedosanus — noxazamo 3¢pghexmusrocms arno-TICK ¢ mueroabaramugHovim KOHOUUUOHUPOBAHUEM Y NAYUECHINOE C CUHOPOMOM
Typaep (CI).

Ilayuenmot u memoowt. Mo npoananuzuposanu 23 arno-TICK y 22 nayuenmos ¢ CI', komopbie 6viau ebinoanerst 6 nepuod 2002—2015 ee.
TICK om nepodcmeentuix donopos (10/10 u 9/10) 6viau ocyuecmenenst 18 6oavnvim. Hcmounukx cmeonoswix Kaemok: KOCMHbLi M032 —
73,9 % (n = 17); nepughepuueckue cmeonosvie kaemxu kposu — 17,4 % (n = 4); nynosunnas kposs (I1K) — 8,7 % (n = 2). Cpednuii 6o3pacm
nauuenmog — 1,86 eooa (10 mecsayes — 3,8 eo0a). Pexcum konouyuonupoganus: 6ycyavghan/mpeocyavchan + gayoapadbun + muomena/
Meahanran u aHMUMUMOUUMAapHbLil en00yautn +/— pumyrcumao (6 cayuae TICK om HepodcmeeHHo20 00HOpPa).

Pesyavmamoi. Ilocae nposedennoii TICK na nacmosujee epems ycusvl 19 nayuenmos, u3 HUX noaHbvlil OOHOPCKULL XUMePU3M UMEIOm
15 demeti, y 6cex ommeuen xopowiuii omeem no 0OCHOGHOMY 3a004e6aHUI0 (AVHUIULL OMEem KOppeaupyem ¢ MUHUMAAbHbIM UHMeP8Aanom
Medcdy nocmanoskoi duaenosza u npogederuem TICK). [lepsuunoe nenpusicuerenue mpancnaianmama 6vino ommeuero ¢ 1 cayuae
mpancnaaumayuu kaemok 1K, B 3 cayuasx 3aghukcuposano ommopicenue mpancnaanmama. Ipuuunamu cmepmu 8o écex cayuasx oviau
UHPEKYUOHHBIE OCA0ICHEHUS.

Ommeueno yayuuierue pesyrsmamog TICK 3a nocaednue 5.nem, umo céa3ano ¢ ychexamu KOHMpoas U mepanuu UHPEeKYUOHHbIX U UMMYHHBIX
ocnoxcrenuil. Meduana nabniodenus cocmasuna 48,62 (§—130) mec, obuas evincusaemocmo — 83,2 %, a beccoovimuiinas — 71,5 %.
Buitoowr. Hawu pezynsmamer nokaswigarom, umo anno-TICK ¢ mueroabramuensim KOHOUUUOHUPOBAHUEM C 8KAIOYEHUEM Meagdarana
vy nayuenmos ¢ CI' sgagemcs 3ppexmusHsiM Memooom mepanuu, ueavlo Komopoeo CAYJICUM OCMAHO8KA Npo2peccupos8anus
HelipodeceHepamugHbix npoyeccos. Onmumusayus memodog NpoPUAAKMUKU U AeveHUss UHPDEKUUOHHbIX OCAONCHEeHUll U peakyuu
«MPAHCNAGHMAM NPOMUB XO3AUHA» N0360As1em 3Ha4UMo yayuuums pesyromamot TICK.

Karouesnie caosa: cunapom pr/lep, Mylconmucaxapudm, 6emu, MmMpancnaaHnmayus 2emonosmuveCcKUxX Cmeo/a106blX KAemok, Muenoabaamueroe
ICOHaUL;LlOHLlpOG(JHue, Peaxkyusa «<mpaHcnianmam nponue X031uHa», OCA0MCHeHUs mepanuu, Heﬁpoaeeeﬁepamueﬁoe 3abonesanue
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Hematopoietic stem cell transplantation in patients with Hurler syndrome — myeloablative conditioning efficiency
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Background. Allogenic hematopoietic stem cell transplantation (allo- HSCT) for patients with mucopolysaccharidosis is the radical method of
therapy nowadays. Myeloablative conditioning regimens allow to achieve good engraftment and do not compromise clinical status of a patient.
Aim — to show effectiveness of allo- HSCT with myeloablative conditioning for patients with Hurler syndrome (HS).

Patients and methods. We analyzed 23 allo- HSCT at 22 patients with HS which were performed in 2002—2015. HSCT from unrelated donors
(10/10 and 9/10) were performed in 18 cases. Transplant: bone marrow — 73.9 % (n = 17); peripheral blood stem cells — 17.4 % (n = 4);
cord blood (CB) — 8.7 % (n = 2). Age median — 1.86 y.o. (10 months — 3.8 years). Conditioning regimen: Busulphan/Treosulphan +
Fludarabine + Thiotepa/Melphalan and Antithymocyte Immunoglobulin +/— Rituximab (in case of HSCT from unrelated donor).

Results. 19 patients are alive now. 15 patients have complete donor’s chimerism now. All patients have good answer on general disease (best
answer correlated with minimal interval between diagnosis and HSCT). Primary graft failure was in one case of CB transplantation. Graft
rejection was diagnosed in 3 cases. Causes of death were infection complications in all cases.

Results improved during last 5 years — good infection control and therapy of infection and immune complications. Median of follow-up is
48.62 (8—130) months, overall survival 83.2 %, event-free survival — 71.5 %.

Conclusion. Our results suggested that allo- HSCT with myeloablative conditioning (with Melphalan inclusion) for the patients with HS is
effective way of therapy to stop neurodegeneration processes. Optimization of prevention and treatment of infection complications and graft-
versus-host disease allows to improve significantly results of HSCT.

Key words: Hurler syndrome, mucopolysaccharidosis, children, hematopoietic stem cell transplantation, myeloablative conditioning,
graft-versus-host disease, complications of therapy, neurodegenerative disease

AKmyanbHocmb

Amno-TI'CK Ha ceromHsIIHUI ACHDb SIBISICTCS SIMH-
CTBEHHBIM PaJIMKaJIbHBIM METOJOM M3JICUEHUS psiia Ha-
CJIEICTBEHHBIX 3a00JIeBaHMIi, 0CO00€ MECTO CpelM KOTO-
pBIX 3aHuUMaeT Mykomoaucaxapupo3d (MIIC) [1].
MIIC — rpynmna metaboanyecknx 3ab0aeBaHNil COeAUHU-
TEJbHOM TKaHU, CBSI3aHHBIX C HapyllIeHHeM OOMeHa KuC-
JIBIX TJIMKO3aMUHOTJIMKAaHOB, BbI3BAHHBIX HETOCTATOUHO-
CThIO JIM30COMHBIX (PepMeHTOB. 3a0oJieBaHUS CBSI3aHBI
C HacCJIeICTBEHHBIMU aHOMAJIMSIMU OOMEHa, IPOSIBIISIIOTCS
B BHJIE «00JIE3HN HAKOTUIEHUS» U TIPUBOIST K Pa3IMYHBIM
nedekTaM KOCTHOM, XpsIIeBOM, HEPBHOM U COCTUHUTETb-
HoO¥ TKaHeili [2].

Buowt MIIC

I Tun — cunppom Iypraep (CI);

II Tunm — cunapom XaHTepa;

III Tunn — cunapom CaHpuaumnIo;
IV tun — cunnpom Mopkuo;

V tun — cunapowm llleiie;

VI tun — cunapom Mapoto—Jlamu;
VII tun — cunapom Crasl.

Puc. 1. Xabumyc nayuenma c cundpomom [ypaep

TOB B TKaHAX pe6eHKa 1 BBI3BIBACT MMOPaXKECHUE PA3IMYHBIX

Hawnb6onee yacto Bctpeuaercst MIIC I Tunma — CI, ko- opraHoB [4]. 3aboneBaHMe XapaKTepU3yeTcsl 3aAePKKOI

TOPBIiA SBJISIETCSI ayTOCOMHO-PELIECCUBHBIM 3a00JIeBaHUEM
[3]. Aedumut depmeHta o-L-uaypoHumassl MPUBOIUT
K HaKOTUJICHUIO rerapaH-cyJb(haToB U JepMaTaH-CyIbda-

B MOTOPHOM U YMCTBEHHOM pPa3BUTUU, U3MEHEHUEM JIU-
1eBoro ckejeta (puc. 1) ¥ Mo3BoHOYHMKA (KM(O3 U CKO-
JIN03), TpbIXKaMU, MaKpOIJIOCCHEH, TeIaTOCIIEHOMET I -
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eif, TIOMyTHEHHEM pOTOBHILIbI, Ie(hEeKTOM CYyCTaBOB,
KapauajabHOU AUCGhYHKIMEH U peUaANBUPYIOIIUMU WH-
eKuMsIMU BEpXHUX M HUKHUX ObIXaTeJbHBIX ITyTEH,
a Tak:ke opraHa ciyxa [5].

CeromHs TpaHCIUIAHTALUs SIBJISICTCSI €AMHCTBEHHBIM
pamuKaabHBIM METONOM TepalvM, TaK KaK Ipernapar 1ist
¢depMeHTO3aMecTUTENIbHOM Tepanuu (JlapoHupgaza) He
MPOHMUKAET Yepe3 reMaTosHuedalIndecKuii 0apbep U He
CIIOCOOEH OCTAaHOBUTH HEBPOJOTMYECKOE ITPOTrPeccrpoBa-
Hue 3abosieBaHus [6]. B oTaimume o KoHCepBaTUBHOI Te-
panuu, TT'CK no3BonsieT B ciyyae ycrexa HalaauTh «IIpo-
M3BOICTBO» (epMEHTAa B OpraHu3Me pebeHKa M €ro
MPOHUKHOBEHME BO BCe TKaHU opraHusma. IlepBrie co00-
meHus o6 addexktuBHocT TI'CK npu CI' matupoBaHbI
1994 1., a KMMHUYECKHE PEKOMEHIAIIMN ObLIM OIMyOJIUKO-
Banbl B 2000 1. [7]. CBoeBpemeHHoe BoinoaHeHue TICK
OIpEAEIIIET YCIEIIHbIA UCX0, TEPAIIUU — T10 COBPEMEH-
HbIM Kputepusim, TI'CK pekoMeHayeTcsl TpOBOAUTD IMa-
LIMEHTaM 10 2-JIETHEro Bo3pacTa ¢ COXpaHHON KOTHUTUB-
Ho#t pynkuwmeii (1Q > 70) [1].

B xontekcre TI'CK Beaymmumu 3agadyamMu sIBISIIOTCS
HEIOITyIIeHUEe Pa3BUTHS CEPhE3HBIX OCIOKHEHUI 1 0bec-
neyeHue 3POEKTUBHON MIUTEAbHON (YHKIIMM TpaHC-
miaHTata. Hannuue 6onee 2 pakTopoB prcka (Tadauia)
YBEJIMYUBAET BEPOSTHOCTh HEOJIArOoNMpUsITHOIO MCX0a Ha
30 % [8].

He mMeHee BaxkHBIM SIBJISIETCSI BBIOOP aieKBaTHOTO pe-
JKUMa KOHauIMoHupoBaHus [9]. B mociaenHue roapl, He-
CMOTPSI Ha YCIIeXU MPUMEHEHUS PeKUMOB CO CHIDKEHHOM
TOKCUYHOCTBIO, TPOUHOE MECTO 3aHMMAIOT PEXKUMBbI IOJI-
HOI MHTEHCUBHOCTU. YUUTBIBAsI MOIMMDUKALINIO JaHHBIX
peXnMOB (BHeIpeHHEe TpeocyabdaHa) U yIydllIeHUe Kaue-
CTBa CONPOBOIUTEIbHON TepaIru, a TAKXKe paHHEW auar-
HOCTHKH CaMOTo 3a00JIeBaHMSI, YIAIOCh YIYUIIUTh Pe3YJIb-
tatel Tepanmuu [10]. Kpome Toro, B OOJBIIMHCTBE
MPOTOKOJIOB LIMKIodochaMua 3aMeHeH Ha (irynapaduH

IIpeompancnaanmayuontole hakmopsl pucka y nauueHmos ¢ CUHOPOMOM
Lypaep [8]

1. Tunpouedanus
2. OTcTaBaHKe B YMCTBEHHOM Pa3BUTUK
3. IMaToyiorust cepieYHO-COCYIUCTOM CUCTEMBI
a) HapyuleHus Ha 3NeKmpoKapouoepamme
0) anammues cepOeuHoll HedoOCMAamoYHOCMU
8) CHUDICEHUe (hpaKyuu b10poca Ha 3XoKapouoepagpuu
4. JlerouHast HEAOCTaTOYHOCTb
a) unmybayus 6 aHamese
0) 06CMPYKYUS 6ePXHUX ObIXAMENbHbIX Nymell
8) msdicenas NHeeMOoHUs

2) 00CMPYKYUsL HUNICHUX ObIXAMENbHbIX nymell
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C LIEJIbIO CHYDKEHMSI TOKCUYHOCTH, a JIJIST JOTIOTHUTEIbHOM
Muenoabdaauy (YYuThIBast BBICOKMIT TOTEHIIMAI OTTOpKe-
HUS) B Tepamnuio Obul JoGaBieH MendanaH. MendanaH
¥ (paynapabuH, B CBOIO OUepeib, HE 00/1aJaloT KapauOTOK-
cuvHocThio [11].

IMon6op noHOpa ¥ UCTOYHMKA KJIETOK OCTAeTCsT Kpaii-
He BaxHbIM. TpaguumonHo misg CI' ucnonb3oBalicst coB-
MECTUMBIN poacTBeHHBIN qoHOp (CP/I), He cTpagatoimii
MIIC [12]. OpHako Bce yalle TpaHCIIJIaHTAllUK BBITIOTHSI -
JOTCS OT COBMECTUMOTO HepoAacTBeHHoro noHopa (CHJI)
kak 10/10, Tak 1 9/10. KoctHbiit Mo3r (KM) u nepucdepu-
yeckue ctBonoBbIe KIeTku KpoBu (ITCKK) ncnonb3yrorcst
MPUMEPHO B OIMHAKOBOM uucie ciaydaeB [13]. OcraeTrcs
OTKPBITHIM BOTIPOC O HEOOXOAMMOCTHU CEJIEKLIMU U JIETLIe-
MM TpaHcriaHnTara B ciaydae CIT — psn mMccnenoBaHuMin
roBoput 06 ucnonb3oBanuu CD34"-cenekuum, npyrue
aBTOPBI HACTAMBAIOT HA MPUMEHEHUM HATUBHOTO TPaHC-
riaHrara [14].

MHoroe ceifyac enaeTcst 1Jis YIydIeHUs 10Jrocpoy-
HBIX Pe3YJITATOB TEPAuU U YIYYIIECHUST KauyecTBa KU3HU
nauueHToB ¢ CI' — 310 peabunurtanus, IpuMeHEeHNE Me-
JHUKaMEHTO3HBIX METOMOB JieueHus: ocioxHeHuit TI'CK
(HampuMep, Tepanusi TopMOHaMu pocTa) u ap. [15].

TakuM 06pa3oM, 1eJIbI0 HCCIEIOBAHNMS SIBUJIOCH OITpe-
neneHue adbdexktuBHocTy ato-TI'CK ¢ MuenoabiaaTus-
HBIM KOHIULIMOHUPOBaHUEM Yy TTalueHToB ¢ CI.

MayueHms! U Memofbl

B uccnenosanue Ob1M BKiIoYeHbI 22 mauueHTa ¢ CI,
kotopbiM BbinmoJIHEHBI 23 TI'CK. ¥V Bcex OOJBHBIX,
BOBJICYCHHBIX B MCCJICIOBAHNUE, IMATHO3 BHICTABJISJICS Ha
OCHOBAaHMM  KJIMHUYECKOM  KapTUHBI, aKTUBHOCTHU
o-L-1aypoHuiassl 1 TeHETUYECKOTO UCCIIEI0BAHNSI.

TI'CK BeimonHsuiuch 3a nepuona ¢ 2002 mo 2015 &
CpenHuii Bo3pacT naureHToB Ha MoMeHT ajuto-TI'CK co-
craBmi 1,86 roga (10 mecsiieB — 3,8 rona). bonbImmHCTBO
O6onbHBIX (1 = 18) momyyunau TpaHcrianTamuio ot CHJI.
ITpu atoMm B 1 ciryyae noHop 661 ¢ 9/10 HLA-coBMecTu-
mocThio. Cpenu nauueHToB, noayuuBnx TT'CK ot CP/I,
Y OIHOIO JOHOPOM BBICTYIIAJ IMOJTHOCThIO COBMECTUMBIIA
oteil. B 73,9 % (n = 17) ciiyyaeB UICTOYHUKOM KJIETOK SIB-
st KM, B 17,4 % (n=4) —IICKK,aB8,7 % (n=2) —
nynouHHas KpoBb (ITK). Cpeansis noza CD34-m1o3utus-
HBIX KJIE€TOK coctaBmia 8,4 x 10°/kr (5—10,5 x 10°/Kkr)
MaccChl Tejla peluIIMeHTa.

OCHOBHBIM PEXUMOM KOHIUIIMOHUPOBAHUS SIBUJIACh
KOMOMHaLMs TpeocyibdhaHa — 42 r/m?, diynapabuHa —
150 mr/m2, Mesndanana — 140 Mr/M? 1 aHTUTUMOLIUTAPHO-
ro rimooynmuHa B caydae TI'CK ot CH/. dst 6 manyeHToB
¢ CH/I B kauecTBe MpoPUIaKTUKN PeaKILIMU «TpaHCIIJIaH-
TaT TmipotuB xo3sguHa» (PTIIX) BBomuics purykcumad
B no3e 375 mr/m? IlepBbie 4 manueHTa, BOBJICYCHHbIC
B HUCCeAoBaHUe, MOAyYuan Ooycyiabdan (Havamo 2000-x
rofoB). YeTBepbIM MallMEHTaM B CBSI3U C OTCYTCTBHEM TIpe-
napara B P® mesdanan OblI 3aMEHEH Ha THOTEITY.
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BoccraHoBneHue neiikonossza (UKCUpPOBAOCh MpU
JIOCTVXKEHMU YMCa IEUKOLIUTOB B TTepudeprudecKoii Kpo-
BU nanueHTa Boiie 1,0 Teic./MKI. OLIeHKa reMOITo3ThYe-
CKOTO XMMepu3Ma IipoBoamiack Ha +30, +60, +90-ii 1HU
U Jajiee 1o pe3yJibTaTaM MpeablAyIIX UCCIeI0BaHui, HO
He pexke 1 pasza B 6 Mec B TeueHue nepsbix 2 et oT TT'CK.
Yucio KIETOK OOHOpa Belle 95 % pacieHUBajloCh
Kak TIOJIHBII JOHOPCKUiT xuMmepusM. Kpome Toro, mauu-
€HTaM  BBINIOJHSUIOCh  MCCJAENOBaHUE  aKTMBHOCTU
o-L-uaypoHuaassl Kak Mapkepa 3(p(OeKTUBHOCTU TpaHC-
IUTaHTALUU.

IMpopunaktuka PTIIX B ciayyae poACTBEHHBIX
TI'CK nmpoBoauiach KOMOMHALIMEW LUKIOCIOpUHA A
u MmukodeHonata modperuna g0 2011 r. [Tocie mukode-
HoJjiaTa Mo(eTuJ1 ObLI 3aMeHeH Ha MeToTpekcar. B ciy-
yae TI'CK ot CHJI uukiocropu A 3aMeHsJICS Ha Ta-
kponumyc. Tsokects PTITX onieHuBaiach no craHgapTHON
mkaie [16].

Pesynbmambi
¥V Bcex maumneHTtoB, nonyuuBiux TI'CK, orMeuanace
TOKCUYHOCTb  pa3JIMYHOW CTEIEHU BBIPAXKEHHOCTH.

YV OoabLIMHCTBA OHA ObljIa MpeIcTaBieHa KOXHOM U TTeue-
HoOuHOI popMmoii He 6osee 11 cTenmenu.

[Mocne nposeneHHbix TI'CK Bhikuam 19 manueH-
TOoB. MeanaHa HabmomeHus coctaBuiia 48,62 (8—130)
Mec, o01ast BeIKUBaeMocTh — 83,2 %, 6eccoOBITHII-
Hasg — 71,5 %. IlpyunHaMu CMepPTU BO BCEX CiIydasix
ObLIM MH(EKIMOHHBIE OCIOXHEHUS (TeHepalu30BaH-
Has MH@eKuus Jerkux). JleraabHbie UCXOAbI 3a(pUKCU-
poBanbl B riepuoa a0 2009 . BocctaHoBneHMe eiiKo-
1M033a KOHCTaTUPOBAJIOCh B cpeaHeM Ha 18- (11—29-ii)
IIeHb. Y BCeX IMAallMeHTOB, Y KOTOPBIX HE CIYYUJIOCH
OTTOPXEHUS, YPOBEHb 0-L-UAypoHMIa3bl HAXOAUTCS
B Mpeaeax HOPMbI, YTO MTO3BOJISIET UM BECTU HOPMaJb-
HYI0 XU3Hb (puUc. 2).

Y 54,5 % (n = 12) 6bUIM OTMEYEHBI IIPU3HAKHU OCTPOI
PTIIX no II crenieHu.

VY 4 13 19 BbIKMBIIIMX MALIMEHTOB ObLT 3a(bUKCUPOBAH
CMEILIAHHBIX F'€MOITO3TUYECKUI XUMEPU3M, IIPU TOM Ha-
Omromanach MOJIOKUTEIbHAS AMHAMUKA IO OCHOBHOMY
3aboneBaHuto. [lepBuuHoe HeMPUKUBIEHNUE TPaHCIIJIaH-
TaTa ObLIO 3a()UMKCUPOBAHO B | ciyyae TpaHCIUIAaHTALUU
kietok 1K, mauueHT ymep mociie moBTOpHOM TpaHCIJIaH-
Taiuu KM oT HepoACTBEHHOTO JoHOpa. Y 2 13 4 maiueH-
TOB, B KOHAUILIMOHUPOBAHUM KOTOPBIX MCIIOJb30BaIach
THOTEMa, OTMEYascsl BbIPAXXCHHBIN CIABUI XUMEpU3Ma,
B 1 ciayyae HaOMIOAATOCh TEMOTIOATUYECKOE OTTOPKEHUE
TpaHcruiaHTaTa u ranupyercs mopropHas TI'CK. Takke
3a(UKCUPOBAHO OTTOPKEHUE U Y OOJIbHOTO MOCJIe TPaHC-
mnantaiuu ot CPII Ha (poHe HEBO3MOXKHOCTH KOHTPOJIS
XUMepH3Ma I10 MPUYMHE JUIUTEbHOIN HEeSIBKU B KJIMHUKY.
Jpyrue nmaureHThl CO CMEIIaHHBIM XUMEPU3MOM I0JTyva-
JIM UHOY3UU JOHOPCKUX TUMDOILIUTOB € MOJIOKUTETbHBIM
apdekToM.
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Puc. 2. [layuenmot (cubauneu) ¢ CI nocae mpancnaanmayuu om CHJ[

Buckyccus

HecomuenHo, cBoeBpeMmeHHas auio-TI'CK siBastercs
addexkTuBHBIM MeTogoM Tepanuu npu CI. CerogHs yna-
JIOCh JOOUTHCST YBEIUUECHUS 00IIei BhIKMBaeMocTr ¢ 50
[6, 9] no 80 % u naxe Bbie. YacToTa TSKEIOM OCTPOI
PTIIX Taxke cHUKaeTcs.

JleBsITHaMLIATh ALIMEHTOB, BOBJICUECHHBIX B MCC/ICAOBA-
HUE, KUBbI Ha HACTOSIIIMI MOMEHT 1 HE UMEIOT MMPU3HAKOB
MPOrpeccur OCHOBHOTO 3abojieBaHus. B cBolo ouepenpb,
y 4 mauMeHToB 3a(UKCUPOBAHO TEMOMOATUYECKOE OTTOP-
JKEHWE WIM TIEpBUYHOE HETPYIKMBACHUE TpaHCILIaHTaTa,
YTO 00YyCIaBIUBAET HEOOXOAMMOCTD ITPOBEACHMS TTOBTOP-
Hoii TI'CK. OngHako, y4uThIBasi HU3KYIO TOKCUYHOCTh Te-
parnuu, 3TO TMPEACTaBsIeTCsS BO3MOXHBIM. B cpaBHeHUM
C UICTOPUYECKMMU JaHHBIMU 1 MIOKa3aTeISIMU €BPOIEHCKIX
rpyni [ 17] Halm pe3yasTaThl TO3BOJISIIOT TOBOPUTH 00 3¢-
(heKTUBHOCTH JAHHOTO TOAX0/Aa B yCJIOBUsIX PD.

BaxxHo OTMETUTb, YTO POJIb KOHIMLIMOHUPOBAHUS
KpaiiHe BbICOKA. DTO ITTOKa3bIBaeT HeOJarompusTHHIN
OITBIT MIPMMEHEHMUS TperapaTa THOTeNna B KOHAUIIMOHU -
poBaHuu (4 ciyydas). Y MOJOBUHBI MAIIUEHTOB, B KOHIM -
LIMOHMPOBAHUM KOTOPBIX COIEpKajcs 3TOT Iperapar,
HaOJI0IaICs CMEIIaHHbBIN XUMEpU3M, U B 1 HaOI0AeHUN
MPOM30IILIO OTTOPKEHME TpaHCcIUIaHTaTa. B ciyvae mpu-
MeHeHUs MedanaHa OTTOpPXKeHNWe MPOU30IIIO B 2 CIIy-
yasx us 18.

B Hamewm vcciaenoBaHUM ITOKa3aHa BO3MOXKHOCTb MPU-
MEHEHMSI HEMaHUITYJIMPOBAaHHOTO TPaHCILJIaHTaTa ¢ MEHb-
1Ieli BEPOSITHOCTHIO OTTOPXKEHUSI 110 CPaBHEHUIO C PE3YJib-
tatamu TI'CK ¢ CD34-ceneximueit [10]. ITpumeHeHue
HATUBHOIO TpaHCIUIaHTaTa MOKa3aHO B PEKOMEHIAIIUsIX
EBpomneiickoii TpynIibl 0 TpaHCIUIAHTALIMU KPOBU U KOCT-
Horo Mo3ra (EBMT).

D(PpPeKTUBHOCT, MUET0A0MIALNN C UCTIOJb30BaHUEM
TpeocyiabdaHa/0ycynbdaHa, (paynapadbuHa u MeiadanaHa
M0Ka3aHa KaK B 3TOM, TaK U B IPYTMX UccienoBaHusx [18].
IIpuMeHeHMe TaHHBIX TTpernapaToB 00YCIOBIEHO HEOOX0-
JUMOCTBIO CHUIKEHUMSI TOKCMYHOCTH, B TOM YHUCJIEe M3-3a
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s IETCKOU
HOAro

pPa3BUTUSI BEHOOKKJIIO3MOHHOU Oosie3Hu [19]. V Hammx
MHAIMEHTOB MOJIOOHBIX OCI0XKHEHUI He HAOII01aJI0Ch.

BbiBoAbI

Hamm pesynbraThl mokasbiBaioT, 4to ajuio-TICK
¢ MMeJ10a0JJaTUBHBIM KOHAMIIMOHMPOBAHUEM Y MALIMEHTOB
¢ CI' aBngercsa a¢ppeKTUBHBIM METOIOM Tepaliuu, Leblo
KOTOPOTO CJIy>KUT OCTAHOBKA ITPOrPecCUpPOBaHUsI Helpoie-
reHepatuBHbIX npolieccoB. Pe3ynsratel TI'CK B mocnenHue

FTEMATOJIOTMN u OHKOJIOT MU

TOJIbI CTAHOBSATCSI JIYYIIE 33 CYET ONTUMM3ALIMN KOHIAIIMO-
HUPOBaHUS, MeTOAOB MpoduiakTuku octpoit PTITX u ycu-
JIeHUsT MH(EKIIMOHHOTO KOHTPOJISI. YUUThIBas BBbICOKMI
MOTEHLIMAN OTTOPXEHUsI TpaHcIiaHTata y 0oibHbIX CI,
TpeocyabdaH, GpaygapaduH 1 MeadanaHcoaepKalnii pe-
KM KOHAMIIMOHUPOBAHMS 00eCIIeYrBaeT J0JTOCPOYHYIO
YAOBJIETBOPUTEIbHYIO (DYHKIIMIO TPAHCIUIAHTATA IIPU CHU-
JKEHHOM PHCKE Pa3BUTHSI TOKCUYECKUX OCTIOXHEHUI 1 MO-
JKET OBITh PEKOMEHI0BaH K HMCITOJIb30BaHMIO.
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