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3araJibHi NONOXeHHA

* Pi3Hi popmun Tanacemii (nediunT nanHutoris rnobiHy) cnia BigpisHATK Bif
iHLLXX reMONITUYHMX 3aXBOPIOBaHb (Besinka dopma i npomixkHa dopma
Tanacemii) Ta Big 3anizoaediunty (Mana dpopma Tanacemii).

* Cnig yHMKaTX NpU3HaYeHHA HeNnoTPibHNX MeToAiB 06CTeXEeHHSA Ta
3aMiCHOI Tepanil npenapaTamMu 3a1i3a NALEHTAM i3 TaNlaCEMIELD.

* Ocobam penpoayKTUBHOIO BiKY, HOCIIM reHa Tanacemii, cnig,
NPOMNOHYBAaTK NPONTU MeANKO-FTeHETUYHE KOHCY/IbTYBAHHS.

ETionoria

» [eHeTMYHi po3naan, Lo BNJNBAOTb HA CMHTE3 reMornobiHy, obymMoBieHi
MyTaUuisiMK reHiB r1o6iHy, Wo NpM3BOASATb A0 HEAOCTAaTHLOIO CMHTE3Y
(Tanacemin) abo dopmMyBaHHS IHOMANbHOT CTPYKTYPH
(remornobiHonarii) Moniekyn rnobiHy.

Enigpemionorisa

» Tanacemii ycnaakoBYOTbCS MO ayTOCOMHO-peLecMBHOMY TUNy. Tanacemil
Hanbinbw nowmnpeHiy Cepei3eMHOMOPCbLKOMY PEFiOHi Ta B MaNIIPINHUX
perioHax Adpwuku, IHAiT Ta Janekoro Cxoay.

* B iHWKX perioHax Taki NauWi€EHTX 3a3BNYAMN € IMMIrpaHTaMu, AKi NOXOAATb
3 @HAEeMIYHMX PaNOHIB.
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* Anbda-TanaceMii XxapakTepmn3yTbCA MOPYLUEHHAM CUHTE3Y JIaHLOTiB
anbda-rnobiny, a NaLieHTN 3 1aHNM 3aXBOPHOBAHHAM NOXOAATb, AK
npaBunno, 3 KpaiH [lanekoro CxoAay.

* beTa-Tanacemii XxapakTepmn3yoTbCs MOPYLUEHHAM CMHTE3Y JIAHUIOTIB
6eTa-rnobiHy, a NaLIEHTN 3 AAHNUM 3aXBOPIOBAHHAM MOXOAATb, AK
npaBunno, 3 KpaiH Cepeg3eMHOMOPCbLKOIro PEerioHy.

CnmnTomMm

» Benuka i npomixkHa dopmm TanaceMii CNIpUYMHAKOTbL FeMOJTI3 Bif
CcepeaHboro CTyneHs TAXKOCTI 40 TAXKKOro, WO BMMAarae nepesinBaHHA
€pUTPOLMTAPHOI MacH.

* Mana ¢opMa Tanacemii KNiHiYHO He NPOABAAETLCS, @ MOKA3HUKM
remMorn06iHy B HOAMHN 3 LM CTAaHOM € HOPMaJIbHUMKN abo 61IM3bKMMU
A0 HOPMU, NPOTE epPUTPOLUNTM - HEBEJINKI 32 pO3MipoM. KinbKicTb
€pUTPOLMTIB, AK MiHIMYM, 3HAXOANTLCS B MEXXAX HOPMMU.

 [Mpwn MiHiManbHIN dopMi TanaceMii HeMa€ XOAHMX KNiHIYHUX NPOABIB YM
BiAXM/IEHb Y NOKA3HMKAX KPOBI.

Pe3ynbrati nabopatopHux MmeToaiB AoCNiAXeHb

* Benuka i npomixkHa dopmMum Tanacemii: BUABNIAOTLCSA 03HAKW XPOHIYHOT
reMOoNITUYHOT aHeMiIl

» KapTuHa KpoBi Nnpu Manin ¢opmi TasnaceMii Haraaye Taky npu
He3Ha4yHoMYy 3ani3oaediuunTi: epUTPOLIMTM HENPOMNOPLiNHO Mani
BiZIHOCHO KiNlbKOCTi reMornobiHy, a KiJIbKicTb epuTpounTiB 6iNlbLLa, HiX
npu 3anizoaediumnTi, piseHb GepUTUHY, AK MiHIMYM, 3HAXOAMUTbCA B
MeXax HOPMMU, a piBEHb PO3YMHHUX peLenTopiB TpaHCPEPUHY He
36inblUy€ETbLCS.

 [pwn anbda-TanaceMii po3mip epuTpoLMTIB NPU HAPOAKEHHI - MEHLLINN,
Hi>XX y HOpMi. MNpun beTa-TasaceMii po3Mip epuUTPOLMTIB 3a/IMLLAETHCS
HOPMaJIbHMM 10 TUX Mip, NOKK B KPOBi AUTUHM NepeBaXkae deTasibHNM
remornobiH (HbF, akmun He mae naHutoriB 6eTa-rnobiHy), To6T0 NpoTArom
NepLKnX KiIbKOX MiCALIB XUTTS.

* Y 6inblIOCTi BMNaAKiB AiarHO3 MOXKHa BCTAaHOBUTW HA OCHOBI KapTUHU
KpOBI NauieHTa Ta noro 6aTbkiB. Y HE3PO3YMi/INX BUMAZKAX MOXXHA
NPU3HAYUTN METOS, PiAMHHOI XpoMaTorpadii 1A BU3IHAYEHHA HAABHOCTI
remornobiHy A2 i F npu 6eTa-Tanacemii.
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o Y HOCiiB anbda-TanaceMmii pesynbTaTv LinMxX aHanisiB €
HOPMaJIbHMMW. [laHNI AiarHo3 MoXkHa nepeabaymT Ha OCHOBI
€THIYHOro NOXOA KEHHSA Ta KapTMHM KPOBI i NiATBEpANTH 3a
aonomoroto IHK-TecTyBaHHSA, AKLLO CTaH NOB'A33aHWN i3 BEJINKOIO
MyTaL€lo.

* I30enekTpuyHe dpoKycyBaHHSA remornobiHy NprM3HaYaoTb 418
NoJasibLLOro BU3HAYEHHSA ieHTUIKOBAHNX Pi3HUX TUMIB reMornobiHy i
BUABNEHHSA remornobiHonaTin, Hanpuknag Tunis remornobiny HbS, HbE,
HbC Towwo. AeBiaHTHi TN remornobiHy KiJibKicHO BU3Ha4aloTb 3a
J[IONOMOroro BncokoedekTnBHOI pianHHOI xpoMaTorpadii (BEPX).

JlikyBaHHA Ta NoAasiblle CNOCTePEeXeHHA [Eslel s

» 3aMicHa Tepania npenapaTamm 3asi3a 36iNblUy€e HABaHTaXXEHHSA 331i30M
i, OTXXe, € NPOTMNOKA3aHO, KPiM BUMNAAKIB, KON NALIEHT 3 iHLWINX
NMPUYMH MAE CYNYTHIN 3ani3oaediunT (HenoigaHHA, Lueniakia abo
KpOBOTEYa).

* Hocii Tanacemii noTpebyoTb AiarHOCTMKK, AKY B TUMOBUX BUMNAAKAX
MOXXHA 3iNCHUTWN Y NEPBUHHIN MeANYHIn AonoMo3i (eTHIYHA
NPWUHANEXHICTb, TUNOBA KAPTUHA KPOBI, MOKa3HMK cepeaHboro ob6'eMy
€pUTPOLNTIB, AKUIN HIKOIN He ByB Yy MeXax HOPMM BMPOAOBX MepLUnX
MiCALIB XWUTTA - Nic/1A BUKJIOYEHHA AiarHo3iB 3anizonediumTty T1a
XPOHIYHOro remonisy). Hocii NoBMHHI 3HaTK NpPO CNaJkoBICTb
3aXBOPOBAHHA | NPO Te, WO 3aMiCHA Tepania npenapaTtamMn 3ai3a He €
HeobxigHoto.

» be3cMMNTOMHI HOCiT He NOTpebyoTb CreLia/ibHOro CNoCTepeXeHHs.

« Jlornap 3a nauieHTamMun 3 BEJIMKOO i NPOMiXHOI popMamm Tanacemii
Ma€E NPOBOANTUCA CreLiasi3oBaHUMN LEHTPaMMN.

Meanko-reHeTUYHe KOHCY/IbTYBaHHA

* HociaiM reHis TanaceMmii penpoAyKTUBHOIO BiKY C/if NPONOHYBATH
NPONTN MeANKO-FreHeTUYHE KOHCY/IbTYBAaHHA. BaXkIMBO BUABNATM NapH,
AKi Mal0Tb PU3MK HAPOANTU ANTUHY 3 BEIMKOK ab0 MPOMIXKHOI0
dopmMoto Tanacemii (Hanpuknag, y BunaaKax, kosim oboe 6atbkis €
HociaMN).
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* KOHCY/NbTYBaHHA MOXe HA[AaBaTUCA HA NEPBMHHIN MeANYHIN 4OMOMO3i
LLNAXOM NOACHEHHS, LLLO TaJ1IaCeMISl € BPOAXKEHOK Ta CNaKoBOO
aHoManieto. HeobXiAHO TaKOX MOACHUTM MPUHLIMIMN AYTOCOMHO-
peLecnUBHOro TUMNY YCNaaKyBaHHSA, @ TAKOX LLIAHCK HAPOANTU ANTUHY 3

TAXKMM nepebirom TanaceMii y BUNaaKax, kKonm o6oe 6aTbkiB € HOCIAMM.

[NoB’'A3aHi pecypcu

» KokpaHiBcbKi ornaam [5252%% | Talassemiat — Related re...]

Nokasosi ornagn Duodecim

« Jokasosui ornag 05084. Desferrioxamine mesylate for iron overload in transfusion-

dependent thalassaemia.
JaTa oHoBAneHHs: 2006-04-20
PiBeHb goKka3oBocTi: B

Pestome: Iron chelation with desferrioxamine appears to be beneficial in people with
transfusion-dependent thalassaemia but the optimal schedule remains uncertain.

« Jlokasoswuii ornag 05680. Oral deferiprone for iron chelation in people with

thalassaemia.
JaTta oHoBneHHA: 2018-01-15
PiBeHb gokasoBocTi: C

Pestome: Deferiprone may be indicated for treating iron overload in people with
thalassaemia major when desferrioxamine is contraindicated or inadequate.
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