VYIK [61+615.1] (06) Axmyanvuvie npobremvl cogpemeHHou meduyunsl u gapmayuu - 2025
BBK 5+52.81 BI'MY, Munck (07.05)
A43

ISBN 978-985-21-1865-1

M.B. J/lauyk
AKTYAJIBHBIE BOITPOCHI U IEPCIEKTUBBI AJIJIOTEHHOI

TPAHCIIVIAHTAIUU KOCTHOI'O MO3I'A HAHUMEHTAM, CTPAJIAIOLIIUM

BETA-TAJIACCEMMEMN MAJOR B PECITYBJIMKE BEJIAPYCh

Hayunwtii pykoeooumensv: kano. 6uon. nayk, ooy. M.B. benegues,
Kano. meo. nayk H.B. Munakoeéckasn
Kagheopa oemckou snOokpurono2uu, KIuHUYECKot 2eHemuKy U UMMYHOJIO2UU C KYPCOM
NO8bIUEHUSA KEATUPUKAYUU U NePEen0020moBKu

Benopycckuii cocyoapcmeennbviii meouyurckui ynugepcumem, 2. Munck

I'Y «Pecnybaukanckuii HAy4HO-npaKmuyeckui Yyenmp 0emcKou OHKOJI02Uu, 2eMamoio2uu
u umMmyHono2uuy, 2. Mumck.

M.V. Lashuk
CURRENT ISSUES AND PROSPECTS OF ALLOGENIC BONE MARROW
TRANSPLANTATION TO PATIENTS SUFFERING FROM BETA-
THALASSEMIA MAJOR IN THE REPUBLIC OF BELARUS
Tutors: PhD, associate professor M.V. Belevtsev, PhD N.V. Minakovskaya
Department of Pediatric Endocrinology, Clinical Genetics and Immunology
with Advanced Training and Retraining Course
Belarusian State Medical University, Minsk
«Republican Scientific and Practical Center for Pediatric Oncology, Hematology
and Immunologyy», Minsk

Pe3lome. bera-tamaccemuss —  HacleJACTBEHHOE 3a0oyieBaHUE, KOTOpOE  BCTPEYAETCS
NPEUMYIIECTBEHHO y HApOJOB CpelHEel A3MM W XapaKTepU3yeTcss BHYTPHCOCYAHMCTBIM T'€MOJIU30M
SPUTPOILIMTOB, CBSI3aHHBIM C Je(eKTOM OeTa-1enu reMorioonHa. OCHOBHBIM KIMHUYECKUM MPOSBICHUEM
ABIISICTCS AHEMHUYECKUI CHHAPOM, KOTOpBIM BbI3BaH Hed()(PEeKTHBHOCTHIO 3puTponos3a. Haumbonee
OTAaCHBIM BapHaHTOM OeTa-TajJacCeMHH sIBIIsIETCs OeTa-TajacceMHs major, €TUHCTBEHHBIM AP PEKTUBHBIM
METOIOM JICUEHUSI KOTOPOii, Ha CErOAHSALIHHNA ACHb, SIBISAETCS TPAHCIUIAHTAIMS KOCTHOTO MO3Ta.

KioueBble c/10Ba: TpaHCIUIAHTAIMA KOCTHOT'O MO3Ta, OeTa-TajJacceMusi, TeMOJIUTUYECKasi aHEMUSL.

Resume. Beta-thalassemia is a hereditary disease that occurs mainly in people from the Middle East
and is characterised by the intravascular hemolysis of red blood cells and is associated with the defect in
beta-globin chain of hemoglobin. The main clinical -manifestation- is anemic syndrome, which is caused
by the inefficiency of erythropoiesis. The most -dangerous- form of beta-thalassemia is beta-thalassemia
major, the only effective treatment to which is bone marrow transplantation.

Keywords: bone marrow transplantation, beta-thalassemia, hemolytic anemia.

AKTyajabHOCTh. bera-tanaccemMuss — HacieIACTBEHHass OOJe3Hb, BbI3BaHHAs
MyTalllel B reHe, OTBEYAIOIIEM 3a CUHTE3 FreMOIIO0MHA, KOTOpasi IPUBOAUT K HAPYILICHUIO
CTPYKTYypbl OeTa-1ienu remorioounal l]. Tanaccemust sSBIS€TCS TEMOJUTHUYECKON aHEMUEH,
KOTOpasi OTHOCHUTCSI K Tpynre reMorioOuHonatuii. B OCHOBe JEXHUT CHUKEHHUE, WU
OTCYTCTBUE CHHTE€3a OeTa-llenu TreMOIVIOOMHA, 4YTO MPUBOJUT K MPEKIECBPEMEHHOMY
reMoyin3y, HedPEKTUBHOMY SPUTPOIOA33Y, U, KaK CIEICTBUE, THNEPIUIa3UM KOCTHOTO
Mo3ra. IloMHMMO ONMCaHHBIX MPOLIECCOB, MOSBIAKOTCS JSKCTpaMEIyJUISIpHbIE OYaru
KPOBETBOPEHUS U HApYIIIAeTCsl OOMEH jkee3a. B 3aBUCUMOCTH OT YMEHBIIIEHUS KOJTUYECTBA
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oerta-nieneit (B+) wmmm ux orcyrcrBus(B0) Beiaenstor Tpu (oOpMbl OeTa-TaaacCeMHMU:
minor(B0/B, P+/B), intermedia(f+/B+, P+/B0) m major(+/B0, PO/BO)[2]. Haumbonee
BBIpQKEHHbIE KIMHUYECKHE NPU3HAKM W Hanbojee HeOIaronpusiTHbII TporHo3 0e3
JIeYeHHs UMeeT OeTa-TanacceMus major. BozpacT e€ MaHudecTanyu cocTaBiIsieT B CpEAHEM
OT 2 MecHI1EB 110 6 JIeT.

Ha cerogusiinuii IeHb, € IMHCTBEHHBIM IOCTOBEPHBIM METOJIOM JICYEHUS CUUTACTCS
TpaHCIUIaHTalMsl KocTHOro Mo3ra[3]. Haubonbuiyio 3¢p()EeKTUBHOCT, UMEET aJIOreHHAas
TpaHCIUIaHTAIMsS OT OJIM>KalIlIero poJcTBeHHUKa (OpaTa, CecTphl).

3a0oneBaHuEe BCTPEYAETCs MPEUMYIIECTBEHHO B cTpaHax CpeauzeMHOMOpbS,
Cpenneit u 3anmannon A3nu. /JJaHHBIX O BCTPEYaEMOCTH JAHHOM MTAaTOJIOTHH Y STHUYECKOTO
Hacenenust PecnyOnuku benapycs HeT. OnHAaKo, B CBSI3M C pPa3BUTHEM JKCIOPTa
MEJIUIIMHCKHUX yCIIYT U MUTpaiueil HaceneHus u3 Cpeaneit Azum, npoosiema JieueHus oera-
TalaCCEMHUU CTAHOBUTCS KaK HUKOTJA aKTYaJIbHOU JIJIsl HAIllel CTPaHBI.

Heab: oueHuts 3PGEKTUBHOCTh, OE€30MACHOCTH U  HUCXOJ  AJUIOTEHHOU
TPAHCIUIAHTAIIMM KOCTHOT'O MO3Ta MalMeHTaM, ¢ OeTa-TajsacceMueil major, Ha OCHOBAaHUU
aHaJIN3a MEIUIMHCKUX KapT ctauuoHapHeiXx nanueHtoB PHIIL OI'ul 3a nocnennue 5
JIET.

3agaum:

1. OnieHUTh Ka4eCcTBO OKa3aHUS MEAUIMHCKOM MOMOIIM MalueHTaM ¢ Oera-
tanaccemuel B PecniyOnnke benapyce.

2. O003HAYUTh AKTYaJIbHOCTh MpOOJEMbl JIEYEHHUsS MJAHHOrO 3a00JIeBaHUS IS
Pecny6nnke benapyce.

3. Onpenenuts TadbHEWININE BO3MOXHBIE MEPCHEKTUBLI PAa3BUTUS Tepanuu Oera-
TalacCeMUu major.

Marepuansl u metoasbl. VccienoBanue npoBoauiiock Ha 06aze Pecnybnnkanckoro
HAay4YHO-TIPAKTUYECKOTO I[EHTpPa JETCKOM OHKOJIOTMH, T€MATOJOTMH U HMMYHOJIOTHUU
(PHIILL AOI'nH) (benapycs). B xoxae BbIMoJHEHUS padOThl ObUIM MPOAHAIU3UPOBAHBI
MEIULIMHCKHE KapThl cTamuoHapHbeix nanveHtoB PHIIL[ JOI'ulM 3a mocnegnue S ner,
KOTOPBIM OblJIa IMPOBEJEHA TPAHCIJIAHTALMsI KOCTHOIO MO3Ta MO MpUYUHE 3a00JieBaHUs
OeTa-TanacceMust major. O0IIee KOJTUYECTBO MAIMEHTOB 3a 5 JIET COCTaBUIIO 6 YEJIOBEK.
Bo3pacT maiueHToB Ha MOMEHT MOCTYIUIEHUSI COCTaBisia oT 2 10 7 yetr. COOTHOIIEHUE
ManpuukoB u geBoyek 1:1. KirodeBbiMu 1udpamMu  SBISIIOCH KOJWYECTBO JHEH,
3aTpavyeHHBIX Ha JOCTH)KEHUE MOJTHOTO XUMEPU3Ma, U KOJIMYECTBO JIHEH, HEOOXOANUMBIX Ha
BOCCTAHOBJICHUE YU CIa TEUKOIUTOB. D (HEKTUBHOCTH OLIEHUBATACH, YYUTHIBAS BOZHUKIIINE
OCJIOKHEHHMS M BBDKMBAEMOCTh MAIMEHTOB Ha MPOTSHKEHUU MUHUMYM OJIHOTO TOJia.

B kadecTBe PYyKOBOACTBA MO TpPaHCIUIAHTALlMM KOCTHOTO MO3ra HCHOJIb3yeTCs
npotokosn CpenuzeMHOMOpcKoro MHCTUTyTa remarojoruu (Mediterranean Institute of
Hematology International Center for Transplantation in Thalassemia and Sickle Cell
Anemia Director, Prof. Guido Lucarelli).

PesyabTrarthl M HMX 00cy:xaeHMe. AJUIOT€HHAas Mepecajka KOCTHOTO MoO3ra
npoBoamwiack oT HLA-coBMeCTUMBIX JOHOPOB (BO BCEX CIydasX pOJAHOM OpaT Uiln CecTpa),
HEKOTOpbIE M3 KOTOPBIX SBJSUIMCh TeTepo3uroramMu mno Oera-tamaccemuu. Cpenu
nocnenctsuid amoreHHo TKM BeTpedalnch TakWe COCTOAHUS, KakK: arpa”yJIOLUTO3,
TpoMOonuTOoneHuss U anemudeckuit cuugapom (y 100%), wmHGbEKIMOHHBIE OCIOXKHEHUS
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(mapBoBUpycHas, uuroMmeranoBupycHas uadekuus u np.) (y 100%), PRES-cunapom (y
16%), GVHD (graft versus host disease) (y 33%). BerkuBaemocts coctaBmia 66%. B
CpeAHEM, HAa BOCCTAHOBJIICHHE KOJIMYECTBA JIEUKOUMTOB yumuo okoino 40 gHen.
MaxkcumanbHOE KOJIMYECTBO JAHEW ISl TOCTHUKEHUS MOJHOTO XUMepu3Ma coctaBmwio 105
JTHEH.

BobiBOaBI:

1. TlomokXUTENBHBIA KMCXOJ TPAHCIUIAHTAIIMM KOCTHOTO Mo3ra B PecmyOnuke
benapyck nmpubnmken k nudpaM MUPOBBIX cTaTUCTHUECKUX NaHHBIX (70%) u coctaBisier
66%, 01HAaKO, MOTPELIHOCTh MOKET OBITH 00YCIIOBIEHA MAJIBIM KOJIMYECTBOM MALlMEHTOB.

2. Ha ceromHsmHui JeHb, BBUAY OTCYTCTBUSI COOCTBEHHBIX KIMHHUYECKHUX
MPOTOKOJIOB MO TPAHCIUIAHTAIMKA KOCTHOTO MO3Ta, B KAU€CTBE PYKOBOJCTBA HCIOJIb3YETCS
npotokos CpeauzeMHOMOpPCKOro HHCTUTYyTa reMaroioruu, Prof. Guido Lucarelli (Mtanus).

3. AnsoreHHass TpaHCIUIAHTAlUsl KOCTHOTO MO3Tra SBJISIETCA €AUHCTBEHHBIM
BO3MOXXHBIM paJUKaJIbHBIM METOJIOM JIeueHHsl OeTa-TalacceMuu major kKak B PecryOnnke
benapycs, Tak u Bo BceM mupe. DpdhextuBHocTh TKM 0OKa3bIiBaeT monoKUTEeNbHbINA 3P HEKT
Ha Oyjaylee MalMeHTOB, yJydllas KauecTBO M YBEJIMYMBAs MPOAOIKUTEIBHOCTb HX
KU3ZHEH.
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