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OCHOBHI NOJ1I0XXeHHSA

* Mienoancnnactmnudi cuHapomm (MAC) - ue 3109KiCHi 3aXBOPIOBaHHA
KPOBI, LLLO XapaKTePM3YOTbCA 3HNXKEHNUMU FeMATOJIONYHNMM
NOKAa3HMKAMMW | TEHAEHLIED A0 PO3BUTKY FOCTPOI JIeNKEMIl.

* MAC cnig Nigo3proBaTH y NALLIEHTIB MOXWI0MO BiKY 3 HE3PO3YMIisIOH0
MaKpoLMTapHOO aHEMIED, AKa MOXe byTn NoB'AA3aHa 3 1eNKOMNEHIE
abo TpomboumTONeEHiEto.

* BigxuneHHsA piBHIB NOKAa3HKWKIB KPOBI BifI HOPMK 06YMOBEHI
NopyLIEHHAM AndepeHLitoBaHHSA Ta A03PiBaHHA KJITUHHMX NiHIN
(ancnnasifa) y KicTKOBOMY MO3KY.

[MompeHicTb

* Hosi Bunagku: 3-4/pik/100 000 oci6

* Pn3unk po3BMTKY 3aXBOPHOBAHHSA 3POCTAE 3 BiKOM; cepeHil Bik Nnpu
BCTAHOBJI€HHI AiarHo3y cTaHoBUTbL 70 pOKiB.

ETionoria

e JJocTeMeHHO HeBigoMa

1/7


https://docs.google.com/forms/d/e/1FAIpQLSfvkOYT-cYpYnPhrrsp7T15-cWbZ41pYHZhSME5BmzbDL4jGA/viewform?usp=pp_url&entry.311628772=2017-05-04&entry.1852381685=ebm00327&entry.1336484743=T2P2Q1R2
http://guidelines.moz.gov.ua/documents/2918?id=ebm00327&format=pdf
http://guidelines.moz.gov.ua/documents/2918?id=ebm00327&format=pdf

HactaHoBa 00327. MienogmcnnactuyHi cmHgpomun (MAC)

» DaKTOPU PM3KNKY: LMTOTOKCMYHA abo NpoMeHeBa Tepania B aHaMHe3i,
KOHTaKT 3 6eH30/10M abo iHceKTUUMAaMK, pajiauifa, TpaHCNaHTauisA
ayTOJIOTiIYHMX CTOBOYPOBMX KJiTUH, NEBHi 3aXBOPIOBAHHA KPOBI Ta
CXWJIbHICTb 10 reHETUYHNX AHOMANiN, 0cobamnBo y Monoamnx ocib.

CnMmnTomMm

e 1'aTa YacTMHA NALEHTIB HE MAE CMMNTOMIB NifA, Yac AiarHOCTUKMN.

¢ CuMnTOMM 0B6YMOBJIEHI LMUTONEHIELO.
o HanbinbLlu NOWMPEHNM CUMMTOMOM € aHEMIfl, BUKJIMKAHA HElo
BTOMJIFOBAHICTb Ta cN1abKicTb.

o CXMNbHICTb A0 iHPEKLiN, 3yMOBJIEHNX HENTPOMEHIEIO Ta
ancdyHKLieto HenTpodinis

o [emMopariyHmn aiates, BUKJIMKAHUN TPOMbBOLIMTONEHIEID

JiarHocTtunka

» [liarHO3 HA OCHOBI pe3y/1bTaTiB NOBHOIO aHaNi3y KpPOBi, AO0CNIAXKEHHAX
KiCTKOBOIr0O MO3KY Ta XPOMOCOM.

* 3arasibHMW aHani3 KpoBi
o Mawxe 3aBXAM BUABNAETbCA MAKPOLMTAPHA aHEMIA

o Y NONIOBUHM NALIEHTIB BUABNAIOTb JIeMKOoMeHito abo

TPOMbBOLNTONEHIO (AK BUHATOK - CUHAPOM 5@, npn AKOMy
KiJIbKiCTb TPOMOOLMTIB 3a3BMYal 36i/bLUeHa)
= XapaKkTepHow 0cobnuMBicTIO € HeNMTpodian 3
rinorpaHy/ISIpHOIO LIMTOM33MOIO i Finos1oboBaHMM
A4POM.

= Pi3Hi po3Mmipu Ta/abo rinorpaHyapHicTb TpOMbOLNTIB
o OKpeMi 61aCTHi KNiTUHMK, 3a/1€XKHO BiJ CTalil 3aXBOPIOBAHHSA.

* KicTKOBMIW MO30K
o 10% abo 6inblue AMCNNACTUYHUX KNITUH LLOHAMMeHLLe B OAHiN
MI€NOIAHIN KNITUHHIN NiHiT (QHOManii aapa Ta NoOpyLLIEHHA
0O03piBaHHA, Merakapionoes i3 MikpoMerakapiountamm €
HanbiNbL TUMOBUM)

o KiNbKiCTb 61aCTHUX KJITUH MOXEe 3pOCTaTH, aJie 3aBXAN MEHLLEe
20%

o Y neakunx BMnaZikax BUABMAOTLCA KisibLieBi cnaepobnactv npu
$papbyBaHHi 3ani3oMm.

2/7



HactaHoBa 00327. MienogmcnnactuyHi cmHgpomun (MAC)

JocnigXXeHHA XpOMOCOM
o AHOManiA y NoHaA NOJIOBUHM NALLIEHTIB

o MoxJiMBe NiaATBEPAXEHHSA AiarHo3y Npu CKAaAHUX BUNaaKax
LMTONEHIl.

> |HdOPMATMBHE NPV BU3HAYEHHI NPOrHO3Yy 3aXBOPOBAHHA

NndepeHuinHa giarHocTuKa

* [1pn XpOHIYHOMY MIE/TOMOHOLMTAPHOMY JIENKO3i CTOCTEPIraeTbCA
a6CcoNOTHNI MOHOLMTO3 Y KPOBI, ANCNJIa3iA KiICTKOBOro MO3KYy Ta 4acTo
cnieHoMmeranisa.

« ncnnasia iHodi Mo)ke po3BMBAaTMCA Ha GOHi aediunTy BiTamiHy B12 abo
$onieBOT KNCNOTN, HAAMIPHOIO CNOXXMBAHHSA ANIKOT 0110, OTPYEHHSA
BaXkKKMMM MeTanamu, BlIJl-iHdekUii, Helo,a3aBHbOT LUTOTOKCUYHOI
Tepanii, annacTUYHOI aHeMIT Ta NapOKCM3MaJIbHOI HIYHOT FreMor106iHypii.

Knacndikauis Ta nporHoOCTUYHI MapKepu

* BOO3 (2016) Buainae 7 niarpyn:

o MAC i3 ogHoniHiMHOW ancnnasiero (MAC-ON14)

o MQAC i3 MynbTUNiHINHOW Ancnnasiero (MAC-M1)

o MAC i3 kinbuemmmn cnaepobnactammn (MAC-KC; myTtauia SF3B1
abo yactka cuaepobnactis 6inbwa 15%)

o MAC i3 Haaamwkom 6nactis (MAC-HB)

o MJAC i3 i3021boBaHo0 XxpoMocoMoto del(5q) (Tak 3BaHMI 5q
CMHOPOM Y LN CTATTI )

o MAC HeknacmodikoBaHmn (MAC-H)

o PedpakTepHa UNTONEHIA AUTAYOTO BiKY.

* Bcim nauieHtam 3 MAC noTpibHO BU3HAYaT pU3MK 33 MiXKHapOAHOO
CMCTEMOO OLiHKM nNporHo3y IPSS abo IPSS-R. Moka3HnK pn3mnky
BM3HAYal0Tb 33 Ki/IbKicTio 61aCTiB Y KiCTKOBOMY MO3KY, pe3yJ/ibTaTamMu
XPOMOCOMHOIO aHaNi3y Ta CTyNneHeM UnToneHii. Ha 0CHOBI NOKa3HMKA
PU3MKY NaLi€HTa MOXHA KacndikyBaTh K TAaKOro, IKMM Mae XxBopoby i3
HNU3bKMM ab0 BMCOKNM CTYNEHEM PU3NKY, 3 MPOrHO30M TPUBANOCTI
XNTTA Ta PU3MKY PO3BUTKY NerKeMii. MOKa3HMK pU3NKY TaKoX
AOMNOMara€e NpMMMaTH pilleHHA Wwoao BMbopy NikyBaHHSA.
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KniHiYHn nepeb6ir

 [1pw 3aXBOPIOBAHHI 3 HN3bKNM pN3NKOM (70% NaLiEHTIB) OYiKyBaHa
TPUBANICTb XNTTA CTAHOBUTb 3-12 pOKiB.
> OCHOBHO Npo61eMOIO € aHEMIS, O CYyNPOBOAXKYETLCA
NiABULLEHOK CXWJIbHICTIO 10 iHbEKLiN Ta KpOBOTEMY.

o CMHAPOM 5@ Ma€ HarKpawmm NPOrHo3 WoAo O4iKyBaHOI
TPMBAOCTI XNUTTSA.

 [Mpw 3aXBOPIOBAHHI 3 NigBuLLLEHUM pU3NKoM (30% nauieHTiB) ovikyBaHa
TPMBANICTb XXUTTA CTAHOBUTb SinLLe 6/1M3bKO POKY.
o 3Ha4YHMM pn3nK TpaHchopMalii y nernkemito (30-50%), ocobnmneo
AKLLLO € XPOMOCOMHI MNOPYLUEHHA BUCOKOTO p13MKY abo KiJIbKiCTb
61aCTiB y KiICTKOBOMY MO3KY CTaHOBUTb > 10%

JlikyBaHHA i NoganbLle CNoCTepeXXeHHS

« CxeMy JlikyBaHHA BM3HayYae TepaneBT abo reMaTo/ior.

* PiWwleHHA WwoA0 NikKyBaHHSA TAaKOXX 3a/1€)KaTb Bif MOKA3HWMKIB KPOBI
nawuieHTa, dakTopiB PMU3KKY, BiKY, iHWNX NpobsieM 3i 340pOB'AM Ta
BJIACHNX 6a>kaHb MaLLi€HTA LLLOAO0 NiKYBaHHS.

* Be3cMMNTOMHMX NALEHTIB i 06CTeXYBaTH KOXHI 2-4 Micai.

 JlikyBaHHA NOYMHAIOTb Y BUNAAKY
o LMTOMNEHIl, AKa NPOAB/IAETLCA KNiHIYHO (3a3BMYan aHeMmis, Hb <
100 r/n)

o 36i/IblUEHHSA YaCTKM 61aCTHUX KJTITUH Y KiCTKOBOMY MO3KY (>
10-15%)

° 33aXBOPIOBAHHSA MiABULLEHOIO PU3KKY.
MiaTpumytodi 3axoam

1. JlikyBaHHSA aHeMIl
o [lepennBaHHA epUTPOLMTAIPHOI MacK CPAMOBAHE Ha NIATPUMKY
piBHA reMornobiHy B Mexax 80-100 r/n.
* AKLWO TPMBANICTb XXUTTA CTAaHOBUTbL > 2 POKIB, i,
BPaXOBYBATN NPU3HAYEHHA NpenaparTis
AreHTOYTBOPHOKUYMX KOMMNEKCHUX CNOJYK i3 3a/1i30M,
npu 36inblUeHHi piBHA GepuTUHY B Ni1a3Mi BuLLe
1500-2000 mKr/n (xenaTHa Tepanis)

2. BepeHHa kpoBoTey
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o [MepenvMBaHHA TPOMOOLMTAPHOT MAaCK HE PEKOMEHAYETbLCS, NOro
CNifi 3aCTOCOBYBATM JIMLLE Y pa3i KpOBOTeYi (32 BUHATKOM
XipypriyHmx npoueayp 1a dapmakotepanii MAC).

3. JlikyBaHHA iHdeKLin
o Cnip nikyBaTh Ay>Ke peTesibHO; iHdeKLii € HaNNOLWMPEHILLOoH
NPUYMHOKO CMepTi nauieHTiB i3 MAC.

o (MAKTOP POCTY rPAHY/IOLNTIB NPU HENTPONEHIYHUX iHDEKLIAX, 3
TaKoX A11A NpodiNaKTUKM PELINANBYOYNX HEUTPOMEHIYHMX
iHbeKLin BUPILLYETLCA OKPEMO B KOXXHOMY BUMNAAKY

CneuudiyHe nikyBaHHa MAC

* TpaHCN/IaHTaUiA a/loreHHMX CTOBOYPOBUX KNITUH

o €ANHA cxema NikyBaHHA. Cnifg po3riAHyTU BCiX NALEHTIB
BMCOKOIo pM3unKY BiKOM A0 70 pOKiB, y AKMX HEMAE iHLWNX
npob6nem 3i 340poB'sAM, i MOXXe ByTW 3HAaNAEHO AOHOPA
CTOBOYPOBMX KNITUH. MOXJINBO TAaKOX AJ1A NALIEHTIB 3 HU3bKNM
PU3NKOM, SIKLLO Y NALLIEHTA TAXKKA LMTOMNEHIA, He YyTAMBA A0
MeANKAMEHTO3HOrO JliKyBaHHS Ta 3aXBOPHOBAHHSA MOB'sA3aHe 3
XPOMOCOMHMMM MOPYLUEHHSAMM 3 MOFAHWUM MPOrHO30M, abo
36iNbLIEHHSA YacTKN 61aCTHUX KNITUH Y KICTKOBOMY MO3KY.

* [laLi€HTN 3 BUCOKMM PU3MKOM He MiaxoaAaTb A4NA TPAaHCNAJHTaLi
o A3aunTnanH
= BBOoANTW NiALWKipHO aMbyNaTOPHO 5-7-A4eHHNM KypCOM;
NMOBTOPHO - KOXHi 4 TUXKHi

= BignoBiab HA NiKyBaHHA CNOCTEPIraeTbCA NOBI/IbHO i
MoOXe 6yTW oLiHeHa TiibkuK nicns 4-6 KypciB.

= Buktoyae HeobXigHICTb y NepeninBaHHI epUTPOLNTAPHOI
Macn Mamnxe y NoJIOBMHM NALEHTIB.

= MpoaoBXye TPMBANICTb XNTTA NpUOAM3HO HA 10 MicAauiB,
33aTPUMYE IeMKeMiYHY TpaHCPOpMaLLito 3aXBOPHOBAHHA Ta
NiABULLYE AKICTb XUTTA.

* [MaLi€HT 3 HU3bKMM PMU3NKOM Ta KJIiIHINHMMMK NPOABaAMM
o JlikyBaHHA epUTPONOETMHOM (eNoeTuH, AapbenoeTnH anbda)
= [Npo6He nikyBaHHA NPOTArom 3-4 MicauiB, AKLWO
CMPOBATKOBWUIA EPUTPONOETMH CTaHOBUTbL MeHLWwe 500 Oa/
J1 Ta BiACOTOK 6/1aCTiB Yy KiICTKOBOMY MO3KY CTaHOBUTb
MeHwe 10%

* Bignosiab Ha NiKyBaHHA AOCAraeTbCA Y NOJIOBMHM
NaLui€eHTIB.
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= Mg 4yac nikyBaHHA epUTPONOETUHOM HEeOobXiaHO
3abe3neuynTr AOCTATHIO KiZIbKiCTb 3anaciB 3ai3a.

o IMyHocynpecmBHa Tepania (aHTuniMpounTapHi rnobyniny, iHoai
LIMKJIOCMOPWH)
= [nA naudieHTiB monoaLe 60 pokiB i3 3aXBOPHOBAHHAM,
PEe3NCTEHTHMM [0 Teparnil epUTPONOETUHOM, Y AKUX
TAXKA LMTOMNEHiA NoB'A3aHa 3 rinonsasi€lo KicTKOBOro
MO3KY, ajie 63 XpOMOCOMHMX 3MiH, LLLO CBiAYaTb NPo
6iNbLI BUCOKNI PU3NK 3aXBOPHOBAHHA

o [1pU3HAYEHHA /IeHaNigoMiay po3rnaaatoTb OKPEMO ANS KOXKHOro

BUMaAKy CUHAPOMY 5@, pe3nCcTeHTHOro A0 JlikyBaHHA
€pPUTPONOETMHOM i a3aUNTUANHOM NPU TAXKKIN LMTOMNEHII, KA He
YyT/IMBA A0 iHLWNX MeTOAiB NiKyBaHHA (3aXBOPIOBAHHA 3 HU3bKNM
PU3NKOM B IaHWNI YacC He € 0iLliMHMM NOKA3aHHAM /1A
NPU3HAYEHHSA a3aLUUTUAMNHY).

[NoB’'A3aHi pecypcu

* |HTepHeT-pXepena [ie**"|Myelodysplastic syndrome...]

o IDxepena [5o&;**"|Myelodysplastic syndrome...]

I>xepena iHpopmauii

Garcia-Manero G. Myelodysplastic syndromes: 2015 Update on diagnosis, risk-stratification
and management. Am J Hematol 2015;90(9):831-41. [pubnedid|26294090]

Fenaux P, Haase D, Sanz GF et al. Myelodysplastic syndromes: ESMO Clinical Practice
Guidelines for diagnosis, treatment and follow-up. Ann Oncol 2014;25 Suppl 3():iii57-69.
[Pubre1o|25185242]

Killick SB, Carter C, Culligan D et al. Guidelines for the diagnosis and management of adult
myelodysplastic syndromes. Br J Haematol 2014;164(4):503-25. [pubned10|24372298]

ABTOPCbKi MpaBa Ha OpuriHasbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOpPCbKi MpaBa Ha A0AaHIi KOMeHTapi ekcnepTiB HafexxaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.

ebm00327 015.048 EBM Guidelines
2017-05-04
Timo Siitonen Juhani Vilpo Hanna Pelttari
Kristian Lampe Duodecim Medical Publications Ltd

Duodecim Medical Publications Ltd

EBM Guidelines Internal medicine Haematology

6/7


http://guidelines.moz.gov.ua/documents/2918?id=rel00154#A4
http://guidelines.moz.gov.ua/documents/2918?id=rel00154#A4
http://guidelines.moz.gov.ua/documents/2918?id=rel00154#A4
http://guidelines.moz.gov.ua/documents/2918?id=rel00154#A9
http://guidelines.moz.gov.ua/documents/2918?id=rel00154#A9
http://guidelines.moz.gov.ua/documents/2918?id=rel00154#A9
https://pubmed.gov/26294090
https://pubmed.gov/26294090
https://pubmed.gov/25185242
https://pubmed.gov/25185242
https://pubmed.gov/24372298
https://pubmed.gov/24372298

HactaHoBa 00327. MienogmcnnactuyHi cmHgpomun (MAC)

ringed sideroblast Myelodysplastic Syndromes Bone Marrow Examination
allogeneic stem-cell transplantation Erythrocyte Transfusion Hemoglobins B82
Haematology Internal medicine
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