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Beeoenue. bera-tamaccemMus — HacjeJICTBEHHass 00Je3Hb, (BbI3BaHHAS
MyTallel B TeHe, OTBEYAIONIEM 3a CHHTE3 T'eMOrjoOWHa, KOTopas NPHUBOAUT K
HApYIICHUIO CTPYKTYypbl Oera-miemn remornoomra [1]. Tamaccemmsi siBimsieTcs
FEMOJIMTUYECKOM aHEMHEH, KOoTopas OTHOCUTCS K TpyIe IeMOTrIO0MHONATUH.
B ocHOBe NEXUT CHUXKEHUE, UM OTCYTCTBUE CHHTE3a OeTa-lenu reMorjioonHa, 4ro
MPUBOJUT K MPEXKACBPEMEHHOMY IreMoau3y, Hed(P(hEeKTUBHOMY SpUTPONO33Y, U, KaK
CJIEICTBHE, THUIEPIUIa3UU KOCTHOTO Mo3ra. [loMuMO OMHCaHHBIX MPOIECCOB,
MOSIBJIAFOTCSA AKCTpaMENyJUIApHbIE OYaru KPOBETBOPEHUS M Hapyliaercss oOMeH
’kKeneza. B 3aBHCHMOCTH OT yMEHBIICHHS KoJmdyecTBa OcTa-uienieli (P+) miam ux
orcyrctBust (P0) Boeimemsior Tpu dopmbel Oera-Tamaccemuu: minor (BO/B, B+/P),
intermedia (B+/B+, B+/B0O) u major (B+/p0, PO/B0O) [2]. Hambonee BbIpakeHHBIC
KJIMHUYECKUE TIPU3HAKKU U HanOoJiee HeOIaronpusATHBIN MPOTHO3 0€3 JIEYCHUS] UMEET
Oera-Taylaccemusi mMajor. Bo3pact e€ wmaHMdecTanuu COCTaBISIET B CPEIHEM
oT 2 mecsteB 1o 6 ser.

Ha ceromnsimHuii neHb, €IUHCTBEHHBIM JOCTOBEPHBIM METOJIOM JICUCHHS
CUMTAETCS TpaHCIUTaHTanus KoctHoro mosra [3]. Haumbombmyro 3¢QexkTuBHOCTD
UMeEET aJJIOT€HHAs! TpaHCIUIaHTAlUsT 0T OInKalIero poJACTBEHHUKA (OpaTa, CECTpPHI).

3aboneBaHuEe BCTpEYaETCS HPEUMYIIECTBEHHO B cTpaHax Cpeau3eMHOMOPbS,
Cpenneir m 3amangHou AsuM.. JIaHHBIX O BCTPEYAaEMOCTH JAHHOW MAaTOJIOTHMU Y
THUYECKOTo HaceneHust Pecnyonuku benapych Het. OnHako, B CBA3M C Pa3BUTHEM
AKCTIOpTa MEIMIIMHCKUX YCAyr U Murpauuer HaceneHus u3 Cpennelr A3suwu,
npobiema JnedeHus OeTa-TamacCeMUM CTAaHOBUTCS KaK HHUKOIJAa aKTyaldbHOW JUIst
Hallle¥W CTpaHBbl:

Henwv' uccneoosanua. Ouenutb 3GHEKTUBHOCTh, 0E30MACHOCTH W HCXOJ
AJUTOTCHHOW, TPaHCIUIAHTAIIMM KOCTHOTO MO3ra MalMeHTaM, ¢ OeTa-TallacceMHei
Major, Ha'OCHOBaHHWH aHAJIN3a MEIUITMHCKUX KapT cTallMOHApHBIX marueHToB PHITL]
J1OI ' u 3amocneqnue S jer.

Mamepuan u  memoowvt. VccrnemoBanue  TpOBOAWIOCE  Ha  0ase
Pecrniy0mmkancKOro Hay4YHO-MPAKTUYECKOTO IEHTPa JIETCKOM OHKOJIOTHUH, T€éMaTOJIOTUr
u ummynosnorun (PHIIL JAOI'ull) (benapych). B xone BbimoiHeHUs pabOThI ObLIU
IIPOAHAIM3UPOBAHbI MEIULIMHCKHE KapThbl crannoHapHbIX nmanpentoB PHIIL IOI'ul 3a
HOCJIeTHUE 5 JIeT, KOTOpbIM Obljla MPOBEAEHA TPAHCIUIAHTAIMsI KOCTHOIO MO3ra o
npuuuHe 3a0oyeBaHus Oera-Tamaccemusi Major. OOIiee KOJMYECTBO MAIMEHTOB
3a 5 et coctaBuiio 6 yenoBek. Bo3pacT marnieHToB Ha MOMEHT MOCTYIUICHHUSI COCTaBIISLIT
or 2 no 7 ner. CooTHollleHWE MaibuuKoB M JeBodek 1:1. KiroueBbimMu mudpamu
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SIBJISJIOCh KOJIMYECTBO JHEH, 3aTpa-4eHHbIX HA JIOCTHKEHUE IOJHOI0 XHMMEpHU3Ma, U
KOJIMYECTBO JHEH, HEOOXOIMMBIX Ha BOCCTAHOBIICHHE 4YHCIA JICMKOIIUTOB.
O} heKTUBHOCTh OLICHUBAJIACH, YUUTHIBAsT BO3HUK-IIUE OCJIOKHEHUSI U BBIKUBAEMOCTh
MAIMEHTOB Ha MPOTSHKEHUH MUHUMYM OJTHOTO T0J1a.

B kauecTBe pyKOBOJCTBA MO TPAHCIUIAHTAIMM KOCTHOTO MO3ra MCIOJb3YEeTCs
npotokoa CpeanseMHOMOpckoro mHcTUTyTa remarosioruu (Mediterranean Institute
of Hematology International Center for Transplantation in Thalassemia and Sickle
Cell Anemia Director, Prof. Guido Lucarelli).

Pezynomamot  uccnedoseanusn. ANNOTeHHas Tiepecajka KOCTHOLO MO3Tra
npoBoawiack 0T HLA-coBMecTUMBIX TOHOPOB (BO BCEX ClydasiX POJHOM. OpaT Wiu
CECTpa), HEKOTOPBIE M3 KOTOPBIX SBJSUTHCH TETEPO3UTOTaAMU IO OeTa-TallaCCeMMH.
Cpenu mnocnenctBuil  amioreHHod TKM BcTpedaiuch Takue COCTOSIHUA, Kak:
arpaHyJIOIIUTO3, TPOMOOITUTOIICHUS M aHeMudyeckud cuagpoMm (y 100%),
MH(EKIMOHHBIE OCJIOXKHEHHS (IMApBOBUPYCHAs, IIUTOMETAIIOBUPYCHAsT UH(EKIUS U
ap.) (y 100%), PRES-cunapom (y 16%), GVHD (graft versus-host disease) (y 33%).
BrokuBaemMocTh coctaBuia 66%. B cpenHeM, Ha BOCCTaHOBJIEHHE KOJIMYECTBA
aeiikonuToB yuuio okoino 40 nHell. MakcuManbHOE KOJMYECTBO JHEW Juis
JOCTHXKEHHUS MOJTHOT0 XuMepu3ma coctaBuiio 105 nueit.

Bui6oowr:

1. TlonmokuTenbHBIA MCXOJ TPaHCIUIAHTAUU KOCTHOTO Mo3ra B PecnyOnuke
benapych mnpuOamwkeH K mnudpam MHPOBBIX cTatucThueckux naHHbiX (70%) wu
coctaBisieT 66%, OgHAKO, MOTPEIIHOCTh » MOKET OBITh OOYCJIOBJIICHa MaJbIM
KOJIMYECTBOM IMAIIUEHTOB.

2. Ha ceromgusmHuii 1eHb, BBUY OTCYTCTBUS COOCTBEHHBIX KIMHHUYECKUX
IPOTOKOJIOB MO TPAHCIUIAHTAIIMM KOCTHOTO MO3ra, B KauyeCTBE pPYKOBOJICTBA
ucnoyib3yercss  nportokon Cpelu3eMHOMOPCKOTO  MHCTHTYTa  I€éMaTOJIOIHH,
Prof. Guido Lucarelli (Mtamms).

3. AunnoreHHas TpaHCIWIAHTAIMsSI KOCTHOTO MO3ra SIBISIETCS €IUHCTBEHHBIM
BO3MOXHBIM PaJMKaJBHBIM  METOJOM JICYCHHUs OeTa-TallacCeMHHd Major Kak B
Pecniy6onuke benapych,” Tak u Bo Bcem mupe. DddextuBHocth TKM oxasbiBaer
MOJIOKUTENbHBIN A (D PEKT Ha Oy Tyliee NalMeHTOB, yiyylllas KaueCTBO U YBEJIUYUBas
POJIOJKUTEIBHOCTD UX KU3HE.
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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.

I''IOBAJIBHBIE BBITIAJIEHUSA PAJJMOHYKJIN1OB 3A CUET
NCHBITAHUSA ATEPHOI'O OPYXKUSA KAK ®AKTOP 3AT'PA3SHEHUSA
OKPYXKAIOIIEMA CPEJbI
JIyno B.B.
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Beeoenue. Pa3Butue sOEpHBIX /TEXHOJOTHHA CTaJO0 OJHUM H3 KIIOUYEBBIX
coOpITuil XX BeKa, OKa3aB 3HAUUTEIHHOE BIMSHHE HE TOJIBKO Ha T€OMOJUTHYECKYIO
CUTYAIIMIO, HO U Ha COCTOSIHME OKpYy X arolen cpefpl. MicnblTaHus SAEpHOTO OpYyXKHs,
0COOEHHO B aTMOC(EpHBIX. YCIOBUSIX, IPUBEIH K BhIOpoCcy B Ouocdepy O0nbIIOro
KOJIMYECTBA pPAJUOAKTUBHBIX BEILECTB, KOTOPHIE pACIPOCTPAHUIIUCH IO BCEH
IUTaHEeTe.

Henv uccneooganua. W3yunth wmacmtabbl W TOCJHEACTBUS TJI00ATBHBIX
BbINIAICHUIL PaIMOHYKITU0B, BEI3BAHHBIX UCTIBITAHUSMU SACPHOTO OPYKHUSI, C LEIBIO
OLICHKH UX BKJAaJa B 3arPSI3HEHUE OKPYIKAIOIIEH CPEBI.

Mamepuanet u memodvi. B paboTe HCNONB30BAINCH IOUCKOBBIE,
CPaBHUTENBHO-OLICHOYHbIE W aHAJIMTUYECKHUE METOMABI Ul M3yueHus HHpopmanuu
MPEJCTABICHHON B OTKPBITOM JOCTYIIE IO TEME JAHHOT'O UCCIIET0BAHMUS.

Pesynomamor  uccnedoeéanua. VICIbITaHWS — SIEPHOTO  OPYXKHSA  MOTYT
IIPOU3BOJUTHCS B BO3JyX€E, HA IOBEPXHOCTU 3€MJIM U BOJBI, IO 3€MJIEU U BOJOU. B
COOTBETCTBHHU C 3TUM Pa3JIMYalOT BHICOTHBINU, BO3YIIHbIA, HA3€MHbIN (HAJIBOHBIN) U
NOJ3EMHBIN (IMOABOAHBIN) B3pbIBbl. BO3MylIHBIA SAEpHBIA B3pbIB — 3TO B3PHIB,
npou3BeJeHHbIN Ha BbicoTe 10 10 KM, Korja cBeTsAasca 001acTh HE KacaeTcs 3eMIIH
(Bonpbl). Ilo onenkam, 10 90% ot o01Iero ynciaa UCKYCCTBEHHBIX PAJMOHYKIUIOB
HOCTYNWJIO B OKPYKAaIOLIyl0 Cpedy B pe3yJbTaTe aTMOCPEPHBIX SAEPHBIX
VCIIBITAHUH.
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