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BETA TAJTIACEMUJA

Beta-thalassemia - MKB D 56.1

Beta-Thalassemia
MEB D 96.1

pefRiYEEOR E ru

Enunemuonoruja

Tounara mpeBasieHIIa € HEMO3HAaTa, HO TOUIIIHATA HHIIM/IEHI]a Ha cuMIiToMarcka bera
Tanmacemuja ce mporenysa Ha 1/100.000 aHu3 nenuot ceet. OBaa 060JECT MPBUYHO OMJIA OMHUIIIAHA
BO MenuTepaHoT, HO TemkuTe ¢popMu Ha beta Tanacemuja gecto ce cnyuyBaatr Hu3 CpeTHUOT
Ucrok, Jyroucrouna Azuja, Uunuja u Kuna. Murpanuure Ha HaceJICHHETO JOBE0A JI0
rI100amHo MpeHecyBame Ha OoecTa.

Kianunuku onuc

[TocTojat Tpu Tumna Ha bera Tanacemuja (MUHOpHA, UHTEpMEIUEPHA B MajopHa). beta
TajaceMHja-MUHOP € XeTepOo3UroTHa popma U 0OMYHO € acuMInToMaTcka. bera Tanacemuja-
Majop (Cooley anemuja) e xoMo3UroTHa hopma Koja € moBp3aHa co CIUICHOMETrajiuja,
MHUKPOILMTHA U XUTIOXPOMHA aHEMHja KaKo pe3yiITar Ha JUcepuTporioe3a u xemonnsa. OOU4HO
ce nojaByBa oJ] 6-24 meceuHa Bo3pact.Temkara aneMrja 6apa CHCTEMaTCKU TpaHCPY3UH,
OJIp’KyBame Ha HUBOTO Ha xemornobuH (Hb) Bo omncer ox 90-100 g/L co 1en ga ce 0BO3MOXKHU
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HOpMaJHa akTUBHOCT. JlonroTpajHara Tpanc(ysuja Ha KOHIICHTapaTH Ha PBEHU KPBHU KJIETKH
pe3yaTHpa co co37aBame Ha BUCOKH PE3EPBU Ha JKEJIe30 KOE ja MOMpevyBa BUTAIHATA POTHO3a
(r1aBHO MOpajy cpleBa HHBOJIBUPAHOCT) U MPEAU3BUKYBA 3HAUUTENICH MOPOUIUTET (TOpaau
€H/IOKPUHO U XETaTaIHO TAJI0KEHE Ha JKEJE30).

Bbera Tanacemuja-uHTEpMEHja € TATaceMHUja BO KOja aHEMHjaTa € MOMAJIKy CEpHO3HA BO
cropeioa co 6eTa TaJlaceMuja Majop U ce AMjarHOCTUIIMPA BO TIOIOIHUOT IMEPUOJT O/T
xuBOTOT. I lanimenTHTE CO OeTa TaraceMuja MHTEPMEIHja MOXKE UITH HE MOXKAT Ja Oapaar
MOBpPEMEHHU TpaHCPy3uu. XHUIIEPCIUICHU3aM, XOJICIMTHja3a, eKCTpaMeayiapHa XeMaToroesa,
TPOMOOTHYHH KOMILIMKAIIUK U IIPOIPECUBHO CO3/IaBah¢ HA PE3EPBH HA KEJIE30TO CC TJIABHUTE
KIIMHHYKY KapaKTEPUCTUKU KOU MOXKE JIa O KOMILTUIIMPAAT TEKOT Ha OeTa TajlaceMuja
uHTepmenuja. [pyrute hopmu Ha bera Tanacemuja ce moBp3aHu CO aHOMAJIMHUTE HA
xemornoounot (HbE-Geta Tanacemuja e Taniacemuja mITo pe3yiTupa co 6era taiceMuja
WHTEpME/IMja WM TOPETKO co Oera Tanacemuja majop, HbC - Gera-tanacemuja, nenra-0eta-
TajaceMuja U XepeauTapHa ep3ucTeHIja Ha PEeTaTHUOT XeMOoTrI00uH co bera tanacemuja, mro
pe3ynTupaaar co HecTaOMIIHU MaHH(ecTanuy Ha OeTa TajaceMuja HHTepME/Inja)

JAMjarHoOCTHYKH MeTOIH

Jlujarno3ata Ha bera Tanacemuja ce noypku Ha aHanu3a Ha xemorio6uH (Hb) co enextpodopesa
wm HPLC. Bo Gera tanacemuja-majop, HbA e orcyreH unm 3HaunTETHO HaMaeH, noaeka HbF
npeoBnaayBa. Bo bera tanacemuja Munop, HuBoara Ha HbA2 ce sronemyBaaT u HuBoaTta Ha Hb
BOOOMYACHO CE HOPMAITHU JI0 HUCKU CO MUKPOIIUTO3a U XUTIOXPOMH]a.

I'enercko COBCTYBAIbLEC

HacnenyBameTo € aBT030MHO periecuBHO 1 okoity 200 myTtaruu (B0 niau B+) ce
uneHTudukysanu. Ce mpernopauyBa FréHETCKO COBETYBambE KOe K€ MPHUI0HECE TapOBUTE KOU CE
U3JI0KEHU Ha PU3UK J1a HarpaBat u300p Mel'y IOCTallHUTE alTepPHATUBH, BKIIyUyBajKH
MpeHaTa Ha I1jarHosa.

Tperman

[Tocrojar ABe rIaBHU ONIMM 32 TpeTMaH Ha OeTa Tasniacemuja. KomOuHanujara Ha peJJOBHU
TpaHnc(y3um U XeJaaTHa Teparrja co JKeJie30 CO paHa U PeIOBHA aIMUHHCTpaIldja Ha
napeHTepasieH deferoxamine goBesa 10 3roJ€MEHO MPEKUBYBambE BO nociennute 40 roauHu.
JlocTarmHOCTa Ha HOBH OPAJTHU JKEJIE3HH XeNaTOPH U MOHUTOPUHTOT PE3yJITHPAaT BO
MOHATaMOIIHOTO KJIMHUYKO OJ00pyBame U TEKOBHATA eBallyalllja € BO TEK 3a J1a ce yTBPIU
HUBHOTO BJIMjaHHE Bp3 MOPOUAUTETOT U MopTanuteToT. Bo 2006 roauna, deferasirox, ennam Ha
JIeH OpaJIHO aJ]MMHUCTPUPAH >KeJIe30-XeaaTop, 100ui oBnactyBamwe o EY mMapkeTunr
aBTOpH3allMjaTa Kako JeKk-cupak (orphan drug) kako mpsa n1uHM]ja 3a TpeTMaH Ha bera
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TajlaceMuyjara oBp3aHa co BUCOKH pe3epBH Ha xkene30. OJJ0OpeHHETO 3a CTaBame BO MPOMET 3a
deferiprone, 1pyr opasHO aKTHBEH KeJe30-XeIaTop, 0COOCHO ePUKACEH BO OTCTPAHYBAKHETO HA
BUILOKOT PE3ePBH Ha JKEJIE30 BO CPLIETO HA XKEJIe30, € OFPAHUYCHO HA CITy4au BO KOU TPETMAHOT
co deferoxamine He € ycHelIeH WK € KOHTpauHAULIMpaH. TpaHCcIuTaHTaMjaTa Ha
XEeMaTOIOSTUYHN MAaTUYHH KJIETKH € KypaTHBEH TpeTMaH 3a bera tanacemuja-majop:
pEe3yJITaTUTE Ce€ MHOT'Y TIOBOJIHH 32 Jiela Kou npukaxyBaaT HLA uneHTndeH GpamuimjapeH
nonop. HeonamHa, IpBHOT MALMEHT YCIEIIHO CE M3JIEKYBaJl CO T'eHCKa Tepariyja.

ITpornosa

[Iporao3ara 3aBuCH 0Of CEpPHO3HOCTA HA COCTOj0aTa, HO F'eHEPATHO € 100pa, 0COOCHO aKo ¢
00e30e/IeH COO/IBETCH TPETMaH.
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