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Knaccndpukaumsa aniacTU4eckux aHeMnm

Knaccudbumkauma annactu4ieckux aHeMumn

Knaccudukauunsa annactuyeckux aHemum (AA)
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BpoxxaeHHaa AA

AHemuna PaHKoHU
BpoXkaeHHbIW Auckepartos
‘Cunppom LBaxvana—[aiimorHaa |
(MyTayuu reHa SBDS) )
BposkaeHHas ameraka- h
puoluTapHas TPoMOoLUTONEHUSA
_(MyTayuu MPL) )
_[CMH,D,]DOM OMmbeprepa (GATA2)

AnnacTtuyeckana aHemusa*”’

Annactuyeckas aHemus (AA) — 3aboneBaHue cucteMbl KPOBM,
XapakKTepu3yloweecsa NaHUUTONeHnen, obycnoBsieHHON ansia3uen KOCTHOro Mo3ra,

CBA3aHHOM C HapyweHueM UMMYHHbLIX MéXaHU3MOB perysiaumm KposeTBopeHus,

KOJIN4eCTBEHHbIM ae(duunuToM U byHKLUOHaNIbHLIMU AedeKTaMu CTBOJIOBOM
KpoBeTBOpHOM KneTkm (CKKk)>.
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MaHumMTONEHUA (He Bceraa cpasy, BO3MOXeH AebtoT ¢
MOHOJIMHENHOW LIUTOMEHNHN).

® ManoknetouHbli KM (rnybokuid AepuLmnT CTBONOBbIX

P .
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»
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MpumMmeyaHue.

* PucyHok n3 Olnes M.J. et al. N Engl ] Med 2012;367:11-19.

3nupeMuonorus sabonesaHusn

XoTsa AA MOXXeT BO3HUMKaTb B l06OM BO3pacTe, ogHakKo HabnwgaeTcsa asyxdgasHoe

pacnpegesneHune 3a60/€BaeMOCTU € MUKAMM B ABYX BO3PaCTHLIX rpynnax’:

o B Bo3pacTe oT 10 go 25 ner;
o cTapwe 60 ner.

ExxerogHas 3abonesaemoctb AA B EBpone n CeBepHoln AMepuke cocTaBnseTt ~ 2

cnyyvyas Ha MUIJIMOH, B BoCcToYHOM A31m oHa B 2-3 pas3a Bbille’,

MpoBouupyoWwMn hakTop onpenensetcs B ~ 10-15% cnyvaes'’:

o HanpuMep, XMMUoTepanusa WIn NHpekunn (BKoYas BUPYCbl renatuTa).

MpumMepHo B 70% cny4aes AA sBasieTCs namnonatTndeckomn'.
MacwTabHble anngemMuosniorniyeckne nccnegosaHns AA B Poccum oTCyTCTBYIOT.

Anupemuonorua AA (LLiBeuusn, Ucnanuuna)
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PerpocnektueHoe lNpocnekxtneHoe

nccnepgosaHue, Lliseyns, uccnegoBaHve, bapcenona,
2000-2011, n = 257 1980-2003, n = 235

3abonesaeMocTk (HOBLIX
cnyyaee Ha 1 MJIH HaceneHus 2,35 (95% Cl: 2,06-2,64) 2,34 (95% Cl: 2,06-2,66)
B roj)

MeauaHa Bozpacra Ha
MOMEHT YCTaHOBNEHUA 60 53
ANarHoza, rodel

® HTAA
38% ® TAA + CTAA

CreneHb TAXECTH

® TAA38% 83,8%

® C(CTAA24%

® 15-20 nert ® 15-24 net
Mukwn 2aboneeaemoctin

® - 60ner ® > 65 ner

MpuMmeuyaHue.
HTAA — HeTsa)enas annactnyeckas aHemus, TAA — TsHxkenasa anjlactudyeckas aHemMus;
CTAA — cpefHeTsKenasa ansacTtnyeckas aHeMus.

MpuobpeTeHHas annacTu4yeckana aHeMUs: 3TUONOrus
e CyntaeTcs, 4To npruobpeTeHHasa (ngnonatnyeckas) AA BO3HMKAET B pe3ysibTaTe

ornocpenoBaHHoN T-nuMpoLMTamMy ayTOUMMYHHON aTaku FCK®,

o AyTOMMMYHHbIN reHe3 AA ybeontenbHO noaTeepXaaeTcs 3pHeKTUBHOCTbIO
NMMYHOCYNPECCUn npun gaHHom 3abonesaHumn®,

* HekoTopble flekapCTBEHHbIE MpenapaThl MOryT BbICTYNaTb B POJI TPUMTEPHbIX
(hakTopoB pa3BuUTUA AA™.

o OIHAaKO OHW 06ecrneyYnBaloT NNLb Maylo YacTb C/lydaes npuobpeTeHHomn AAY,

e Takxxe AA MOXXeT BO3HMKATb MOCse aNmn3ona cepoHeraTUBHOro renatuta (A, B unn
C)13,15.

o CocTaBnseT ~ 5-10% oT Bcex ciydaes AAY,



MpuobpeTeHHas annacTU4YecKas aHEeMUsA: KJIMHUYECKue nposeneHns’’
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MeTexnanbHasa cbinb

e CUMNTOMbI AA MOryT BO3HUKATb KakK BHE3arHo (3a HECKOJIbKO AHel), Tak 1 B TeYyeHune
Hepenb nnbo mecsues™.
» YacTo BCTpeyvaloTca cieyoLlme CUMNTOMbI:
o CUMMTOMbI aHEMUW BCAEACTBME CHUXKEHNUS YUCAa 3pUTPOLIMTOB® N yMeHbLIeHNA
[IOCTaBKU KNCJIOPOa B TKaHU':

— TMoBbILEHHAs YTOMASEMOCTb, OAbILLIKA NPU PU3NYecKon Harpyske',
o KPOBOU3NNAHMUSA B KOXKY UW C/IM3UCTbIE BCIEACTBME CHUXKEHUA Ynucsia TpoMboumnToBs®:
— CKJIOHHOCTb K MOABJEHMIO KPpOBOMoATeKos .
— MeTexun (KpacHbIe Uan NyprypHbIe NATHa Ha Koxe)' .
— KpoBoTe4yeHuns us gecen.
— HocoBble KpoBoTeveHus ™.

e 3puUTeNbHbIE PACCTPONCTBA B pe3ysibTaTe KPOBOU3NAHUIA B CETYATKY®.

MpumMmeuaHue.



Image: http://commons.wikimedia.org/wiki/File:
Ha 8 uona 2020 ropa.

. CcblIKa aKTMBHa

MaTonornyeckum MMMyHHbIﬁ oTBeT, Hal'lpaBﬂeHHblﬁ NMPOTUB reMono3Tuv4eckKux
CTBOJIOBbLIX KJIETOK KOCTHOrIro Mo3ra

e B KPOBM 1 KOCTHOM MO3re MauneHToB ¢ AA COAEPXXUTCS MNOBbILLIEHHOE KOJINYECTBO
aKTMBUPOBaHHbIX T-kneTok".

e AKTUBUNPOBAHHbIE T-KNeTKN Bblpa6aTbIBafOT JINMMMOKUHBI, BKJIIOYas:

14,17,

o NHTepepoH ramma (IFN-y)™"";
o MPakTop Hekpo3a onyxonn (PHO)™;
o WuTepnenknu-2 (IL-2)".
¢ [FN-y n ®HO yBenn4mBatoT KOJIMYECTBO PELLENTOPOB APYr K APYrY, a Takxe
NHOYUMPYIOT 3Kcnpeccuto Fas-peLienTtopa Ha kneTtkax CD34+*Y,
e YBennyeHue npoaykuum IL-2 conpoBoXxgaeTcs NoJINKIOHAILHON 3KCnaHcuen T-
nmmdoumnTos®’.

Annactuyeckas aHemusa (TAA) BO3HMKaeT B pe3yJibTaTeé MMMYHOONOCpPEenoBaHHOIo
pa3pyLleHUss KOCTHOro Mo3ra

LUuTtoToKCcMueckue T-KJIeTKU ceKpeTUupyroT uMTokuHbl IFN-y, ®HO-a, koTopblie
aTaKyloT reMonoaTnyeckue cTeosioBble kneTku (FCK) n nporeHuTopHbIe KneTku'®.
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T-kneTok NO
[emonoaTuyeckas
KneTka !
| 4

ToKcMUHOCTL ANA APYrUX KNeToK

OnocpepnoBaHHaa T-KneTkamMu MUMMYHHAA aTaKa NPUBOAMT K eCTPYKUUMN KOCTHOro
MO3lra " He4OoCTaTO4YHOCTU reMono33a

340poBbIN (CeBa) 1 angacTU4YeCKNM KOCTHbLIN MO3r (cnpaBa).
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MpumeyaHnue.

NnniocTpauna agantunpoBaHa U3: MeanUMHCKNN LEeHTP YHUBepcuTeTa MMHHECOTHI,
O®opBblo. https://www.mhealth.org/patient-education/40317 no CoCTOAHMIO Ha
10.07.20.

EcTecTBeHHOe TeuyeHue NpmMobpeTeHHOW anJlacTU4MECKOW aHeMuu

e O6bIYHO NaLMeHTbl 06paLLaloTCA 32 MEAULMHCKON NMOMOLLbIO B CBA3U C MOABIEHNEM
CUMMTOMOB aHeMUN 6O KPOBOTEUYEHNIA ™,

o [la)ke B Caly4ae Ha/In4yna TSKenon HeMTPoneHnn MHPEKLUN peaKo Ciy»xaT
HavasibHbIM NpPOsiBJIeHNEM 3aboneBaHUs.

o iIcxoQHOEe CHUXXEeHMe KOMYecTBa KJIeTOK KPOBM MOXXET BbiTb CBSA3aHO C OOHUM
TUMNOM KJIeTOK (ULMTONEHUSA OAHOW JIMHUN KJIETOK KPOBW).

» —YacTo HabngaeTca n3onmpoBaHHasa TpomboumnToneHma nmbo aHemums.
e XOpOLUO N3BECTHbLIM OC/IOXKHEeHeM TAA ABNgeTCA BOSHUKHOBEHNE LUTOreHeTn4YecKmnx
HapyLleHun B TCK (npoLiecc, Ha3biBaeMbIll TakXKe KJIOHaIbHOW 3BooLmen)™.

o KAMHMYECKoe 3HaYeHmne LUMTOreHeTUYeCKNX HapyLeHU MOXXeT pas3/inyaThbCs B
3aBUCUMOCTU OT HaJIMYNA UIN OTCYTCTBUS KIVMHUYECKUX MOCNEACTBUN, TAaKUX Kak
OVCMNa3nsa AN HapacTaHue untToneHnmn’,

o TAA MOXeT nporpeccuposaTb B MuenoaucnaacTnieckum cuigpom (MAC) nnum
NenkeMuio ¢ YactoTom ~ 10-20% 3a 5-10 net**?,
o Iposioymsa B MAC MOXKET NMponcxognuTb Kak Ha PaHHUX, TaK U Ha NO34HUX
cTagmax AA™,
e Y naymeHToB ¢ TAA Hann4me UNToreHeTU4YeCKNX aHOManun yxyalwaeT NporHo3 rno
CPaBHEHUIO C UX OTCYTCTBUEM™.
e HenevyeHHas TAXeNasa NAaHUUTONEHUA NPUBOAUT K CMEepPTHU NauUueHTOoOB B

TeyeHue 1 ropa nocse NoCcTaHOBKMU auarHosa (Townsley).

IAunarHocTtuka npuobperteHHon AA


https://www.mhealth.org/patient-education/40317
https://prod.pro.novartis.com/ru-ru/therapeutical-areas/hematology/mielodisplasticheskie-sindromy

* Y BCex HOBbIX MAaLMEHTOB C CMMMNTOMaMy npuobpeTeHHon AA Heobxoanmo?:

o [looTBEPAUTb ANATHO3 U UCKJIIOYUTbL ApYrne BO3MOXKHbIE NMPUYNHBbI
MaHUNTOMEHNN N TUNOLESUTI0NISIPHONO0 KOCTHOIM0 MO3ra;

o KnaccuduumpoBaTb TSKeCTb 3abosieBaHMA C NCMOJIb30BaHUEM KpUTEpUeB s
rnokasaTeJsien KPOBM N KOCTHOIMO MO3ra;

o [JIOKyMeHTMPOBaTb HaM4Yme conyTCTBYOWEN MAapOKCU3MaiIbHOW HOYHOW
remornobunypun (MHM) 1 UMTOreHeTNYECKNX KJI0HOB;

o NCKN4YNTb No3gHee pa3BuUTUE BPOXKAEHHbLIX CUHAPOMOB HEAOCTAaTO4YHOCTM
KOCTHOIo Mo3ra.

e [lnarHo3 4acTo yCTaHaB/IMBaETCA NOCJie TOro, Kak rnauneHTol obpawiatoTcs 3a
MeONUMHCKOW MOMOLLbIO MO NOBOAY CUMMTOMOB aHEMUU UJIN KPOBOTEYEHUI,
BO3HUKAOLWMNX Ha POHE HapacTaHWUs NaHUMTOMNEHUN N HegocTaTo4yHocTu MCK™.

o InarHo3 npuobpeTeHHon AA ycTaHaBAUBAETCS MyTeM UCKIOHEeHUA™.

e Y HEKOTOPbIX NALMNEHTOB NokKa3aTesIn KJIMHNYECKOro aHaam3a KpoBu MOryT
0CTaBaTbCSA CTabUbHLIMU B TEYEHNE MHOIMMX JIeT C OTCYTCTBMEM CUMMTOMaTUKK ™,

AuddepeHumanbLHaa AUMArHOCTUKA NAHULUTONEHUN

o OTCYTCTBYET e[1HbIN MeTO[, KOTOPbIV NO3BOAUA Bbl HaAEXKHO YCTaHOBUTb ANArHo3
npuobpeTeHHoN (ngnonaTunyeckon) AA*.

e OQHaKO NoBbIWEHNE HACTOPOXXEHHOCTN B OTHOLLUEHUN OAHHOro 3aboneBaHua n
3BosoUNAa AnNarHOCTUHECKNX MEeTOO0B, BKJ/1IOYaA rnepeyvdncriieHHble HN>XXe, obneryvatoT
ONarHOCTUKY Opyrmx 3aboneBaHun, KOTOPblIE MOTYT BbI3blBaTb I'IaHLI,I/ITOI'IeHVIlOZBI

o

feHeTn4YecKnin aHanns;

CTaHOapTHbIV UNTOreHEeTUYECKNIN aHaNns;

o Ceposiornyeckme nccnenoBaHus;
NHHOBaUWMOHHbIE ONArHOCTUYECKME afifrOPUTMBbI.

[¢]

[¢]

¢ BbICOKOYYBCTBUTE/IbHbIE CEPOJIOrNYECKME MeTOoAbl 061a8at0T BbICOKOM LIEHHOCTbIO
ona auddepeHumanbHoN ANarHoCTUKM crenyowmx 3abonesaHnin’:

o MHr;
o MAC™,

ANropuTM AMArHOCTUKMU U Bbl60pa MeToAa nedvyeHus 6onbHbIX AA

Image



TpexpocTKoBas LWTONeHUA

TpenaHoGuoncus Fucronorua: uckno4veHrne MOC, nefikeMuu, MHpUNbTPaUUK
(bunarepankHas) MeTacTasaMmi paka. OnpegeneHye runo-/annasmmn

CTepHanbHas nyHKUUs Mopdbonorua: noareepxaeHUe oTcyTcTBUA Gnacroza u mriuy B KM.

CLIVIFISH: onpegeneHve XxpoMoCOMHEIX abeppauui

MepuchepnHeckas KPOEL OnpepeneHne TsoxecTH 3abonesaHus, GMOXUMNYECKOe UCCNea0BaHNe KPOBH,
nokasatenu oomena xenesa. Onpepenenue MNHIr-knoHa (NpoTovHan UMTOMETPUA)
annacmn erg{ﬁ %ﬁgﬂ:ﬁ Mouck HLA-waeHTM4HOro poAcTBEHHOro JoHopa

nATI + LICA (+/- antpombGonar)
Anno-TIrCK

Bribop MeToga ne4eHus

IOuarHocTtnueckue Kputepum AA, pekomeHnpauum HIro

JuarHos ansacTu4ecKon aHeMum YCTaHaBJIMBaeTCA Ha OCHOBAHUMN KJIMHUNYEeCKUX
npoanneHuv"l 00sie3HU U AaHHbIX na60paTopHoro obcnepoBaHua.

Image

® Anemua (Hb < 110 r/n)
TpexpocTkoBasa yUTONEHNA ® [paHynouutonenns (rpanynoumntsl < 2,0 x 10%/n)

® TpombBouutoneHws (TpomBoumtsl < 100,0 x 109/11)

CTepHanbHas NyHKLUWA ® CHuxeHue kneTouHocT KM 1 oTcyTCTBME MerakapuoLuToB

bunatepansHan ® Annasus koctHoro mosra (npec6nagarue xuposoro KM) B
TpenaHo6uoncua buonTate

Knaccudukauusa AA no cTeneHMu TAXKECTU, pekoMmeHgauum HIFO

e NMpu onpepeneHum Taxectu AA y4YuTbiBalOTCA pe3yJsibTaTbl HEe MeHee Tpex
aHanu3oB nepucdepn4iecKon KPpOBM Ha MOMEHT AMarHocTuku sabonesaHusa oo
Havasna fneyeHus.

e PechpakTepHaa AA oMarHOCTUpPyeTCAa B ciay4vyae oTcyTcTBua 3¢pcdekrTa oT
KoMOuHupoBaHHou UCT yepe3 6 MecsiueB OT Ha4yaJsia Jie4HeHUA UJun nocne
BTOpoOro Kypca ATT.

Image



Hetaxenan ® Heiitpodunsl > 0,5 x 10%/n

Helitpodunsl < 0,5 x 10%/n
Taxenan
® Tpombouutsl < 20 x 10%/n

OueHb TAXKenas ® Heiitpodunsl < 0,5 x 10%/n

AnroputM neuyenua AA

Image

C unuonaruﬂecxoﬁ AA Bo:spat:r sS40

PofcTeeHHas 4—@ @ Kom6uHWpoBaHHas ICT
anno-TrCK (1-1 Kypc NATF + Liuknocnopux)
T +/- anTpombonar
e —
HabnwoaeHue HONHH

KombuHupoeaHHasa ICT Pemnccra
(2-1 kypc NATT + LiuknocnopuH) K36
HLA- +3anTpombonar MecAlam
HMOEHTHYHbIW
N Pecont . Do 1
MecAla Habnogexsue

JKcnepUMeHTankbHbIe NPOTOKONEI (aNbTePHATMBHAA MMMYHOCYNpeCCUA)
Anno-TI'CK oT HepOACTBEHHOTO YACTHYHO COBMECTUMOrO

UMK rannouaeHTMYHOro goHopa
Anno-TIr'CK ot HepoaCTBEHHOro AOHOpa JlanapocKonuyeckas cnneH3KToMuA

Mpo6nembl Tepanuu TAA

e HLA-coBMeCTVMbIe AOHOPbLI-CUBINHIY eCTb MeHee YeM y 30% nauneHTos™.

e TpaHCNIaHTaUMA CONPOBOXAAETCA NOTEHLUNANBbHO XU3HEY T POXKaoLWwmnmm
OCJIOXKHEHUSAMM, BKJIIOYAS PeaKLMI0 «TPaHCMIaHTaT NPoOTMB X03auHa» ',

e 30% nauneHToB ¢ TAA He OTBeYaloT Ha CTaHdapTHyo UCT?.

MpuumnHon Hed3(h(PpEeKTUBHOCTU UMMYHOCYNPECCUBHOW Tepanum MoXXeT ObiTb

AOKa3aHHOE CHUXXEHME KOJINYeCTBa CTBOJIOBbIX KJIETOK M UX HEeCnocobHOCTL
BOCNPOM3BECTU reMONno33 B HY)KHOM ob6beMe y nauuneHToB ¢ TAA? >,

Image

mrrem

~ 40% OTBETUBLLMX MNaLMEHTOB peLuanBnpyoT-’.
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