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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 .
. . \ ! KpPOBETBOPHbIX KNETOK BCIeACTBME MMMYHHOOMNOCPEeA0BaHHOM
»
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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,



anOGPETEHHaﬂ anjlactnyeckKkasa aHeMuda. KJIMHn4YeckKue I1pO’IB.l1eHVIFI2_7
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e CUMNTOMbI AA MOryT BO3HUKATb Kak BHE3arnHo (3a HECKOJIbKO [Hel), Tak 1 B TeYyeHune
Hepenb NMbo Mecsaues™.
e YacTo BCTPEYanTCA C/iefyolmne CUMNTOMbI:
o CUMMTOMbI aHEMUW BCEACTBME CHUXKEHUS YUCa 3pUTPOLIMTOB® N YMEeHbLIEHNA
NOCTaBKUN KMC/I0POJa B TKAHN:

— MNoBbIWEeHHasA YTOMASEMOCTb, OAbILKa NPU (PU3NYECKON Harpy3ke'™.
o KpOBOU3ANSHUA B KOXY WAW CIM3UCTbIE BCAEACTBME CHVXKEHNS Yncia TpoMboumnTos®:
— CKJIOHHOCTb K MOSIB/IEHWIO KPOBOMNOATEKoB ™.
— MeTexun (KpacHbIe Uan NyprypHbIe NATHa Ha Koxxe)' .
— KpoBoTe4yeHuns us geceH.
— HocoBble kKpoBoTeveHus' .

 3pUTesibHbIE PAaCCTPONCTBA B pe3yJsibTaTe KPOBOU3JIMAHUIA B ceTYaTKy®.

MpumMmeyaHnue.

Image: http://commons.wikimedia.org/wiki/File:petechial_rash.jpg. Ccbinka akTuBHa
Ha 8 niona 2020 ropa.

MaTonornyeckMum MMMYHHbIA OTBET, HanpaBJIeHHbIX MPOTUB FreMONO3TUYECKUX
CTBOJIOBbIX KJIETOK KOCTHOIrO Mo3ra

* B KpOBU 1 KOCTHOM MO3re nauneHToB ¢ AA cOAep>XUTCS NOBbILLEHHOE KOJINYeCTBO
aKTUBMPOBAHHbIX T-KNeToK" .

e AKTMBUpPOBaHHbIe T-KNeTKK BbipabaTbliBalOT TMMPOKUHBI, BKJIHOHaA:

o UHTepdepoH ramma (IFN-y)***’;
14,17,

o @akKTop Hekpo3a onyxonum (PHO) ™ ;
o UHTepnenknn-2 (IL-2)".
e |[FN-y n ®HO yBenn4mBatoT KOJIMYECTBO PeLenTopoB APYr K APYrY, a Takxe
NHOYLMPYIOT 3KCrpeccuio Fas-peuenTtopa Ha kneTkax CD34+*Y,
e YBesinyeHue npoaykumm IL-2 conpoBoXXaaeTcsa NoJIMKAOHaIbHOM 3KCcnaHcnen T-
numeoumnTos'’.

Annactuyeckas aHemusa (TAA) BO3HUKaeT B pe3yJsibTaTe MMMYHOONocpeanoBaHHOro
pa3pyLueHUs KOCTHOro Mo3ra

LUuToTOKCHMYecKue T-KNeTKu ceKpeTupyloT uMToKuHbl IFN-y, ®HO-a, KoTopbie
aTaKyloT reMono3Tu4yeckue cTeosiosble knetku (FCK) u nporeHUuTOopHbIe KneTkun'®,
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http://commons.wikimedia.org/wiki/File:Petechial_rash.jpg
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TokcuuHocTb ANA APYTUX KNeToK

OHOCPEAOBaHHaﬂ T-KneTrkamm MUMMYHHaA aTaKa NPUBOAMT K AeCTPYKUUU KOCTHOro
MO3ra M HegOCTaTO4YHOCTU reMmonos3a

300poBbIN (C/ieBa) U aniacTUYeCKUn KOCTHbLIM MO3r (cnpaBsa).

Image
@opmMupyrowmecs Heckonbko
KINEeTKH KPOBH KNeToK KPOEH
KocTe Koctb
KocTHbid KocTHbii "
MO3r MO3r
MpuMmeuyaHue.

MnnocTpauma aganTupoBaHa U3: MegUUNHCKUA LeHTpP YHUBepcntTeTta MMHHECOTHI,
®>3pBbio. https://www.mhealth.org/patient-education/40317 no cocTosHUIO Ha
10.07.20.

EcTecTBeHHOE TeyeHue npuoﬁpeTeHHov'l ansacTU4eckou aHeMum

e O6bIYHO NaLMEHTbI 06PaLLAOTCA 33 MEAULMHCKON MOMOLLLIO B CBA3W C MNOSABJIEHNEM
CUMMTOMOB aHeMum b0 KpoBoTeYeHun™,

o [laXke B Caly4ae Ha/IM4ynsa TSXKeNon HeMTPONeHNN MHPEKLN peaKo CyxaT


https://www.mhealth.org/patient-education/40317

Ha4daJlbHbIM NMpoABJIEHNEM 3aboneBaHus.

o iIcxoQHOEe CHUXXEHME KOMYeCTBa KJIETOK KPOBM MOXXET BbiTb CBSA3aHO C OOHUM
TUMNOM KJIeTOK (ULMTONEHUSA OAHOW IMHUN KIETOK KPOBW).

» —YacTo HabngaeTca nsonmpoBaHHasa TpombouunToneHmna nmMbo aHemus.
e XOpPOLUO N3BECTHbLIM OC/IOXKHeHeM TAA ABNgeTCA BOSHUKHOBEHNE LUTOreHeTnYeCcKmnx
HapyLueHun B TCK (npoLiecc, Ha3biBaeMbIl TakXKe KJIOHabHOW 3BooLmen)™.

o KAMHMYeCcKoe 3Ha4YeHne LUMTOreHeTUYeCKNX HapyLLeHU MOXXeT pas/inyaThbCs B
3aBUCUMOCTU OT HaJIMYNSA AN OTCYTCTBUS KINMHUYECKUX MOCNEACTBUN, TAKUX Kak
OVCMNa3na AN HapacTaHue umuToneHnn.

o TAA MOXXeT nporpeccupoBaTb B Muesiogmcnaactmyeckmn cuigpom (MAC) nnn
NenkeMuio ¢ YactoTom ~ 10-20% 3a 5-10 net**?,
o 2Bosiouna B MAC MoOXKeT NMpouCXoonTb KakK Ha paHHUX, TakK U Ha MO34HUNX
cTagmax AA®,
e Y naumeHToB ¢ TAA Hasm4yme UMToreHeTu4eCKNX aHoMaauin yxyaLlaeT rnporHo3 ro
CPaBHEHUIO C UX OTCYTCTBUEM™.
e HeneyeHHan TAXeNaa NaHUUTONEHUA NPUBOAMUT K CMEepPTU NaLUeHTOB B

TeyeHue 1 ropa nocse NoCcTaHOBKMU auarHosa (Townsley).

AmnarHocTtuka npuobpereHHon AA

* Y BCeX HOBbIX MAaLMEHTOB C CMMMTOMaMu npuobpeTeHHon AA HeobxoanmMo™:

o MoATBEpPANTb ANArHO3 N UCKJIIOYNTb OPYrMe BO3MOXKHbI€ NPUYUHbI
NaHUMUTOMEHUN U r'NMoLesUTIIoNAPHOr0 KOCTHOrO MO3ra;

o KnaccnguumposaTb TSXeCTb 3abosieBaHns C NCNOJIb30BaHNEM KpUTepues ANA
nokasaTeJsie KPOBU N KOCTHOI0 MO3ra;

o IOKYMEeHTUpOBaTb HalM4yne conyTCTBYIOLLEN NAPOKCU3MaIbHON HOYHOM
remornobuHypum (MHI) n uNToreHeTUYECKNX KJI0HOB;

o CKNo4YNTb No3Hee pa3BUTUE BPOXKAEHHbIX CUHAPOMOB HEAOCTAaTOYHOCTH
KOCTHOIro Mo3ra.

e [InarHo3 4acTo yCTaHaB/JMBaETCA Mocsie Toro, Kak nauymeHTbl obpallatoTcs 3a
MeANLMHCKOW NMOMOLLbIO MO MOBOAY CUMNTOMOB @aHEMUN NN KPOBOTEYEHUN,
BO3HUKAOLWMX Ha (DOHE HapacTaHUsA MNaHLUMTONEeHUN 1 HegocTaToyHocTy FCK™.

e [lnarHos npuobpeTeHHon AA yCTaHaBAMBAETCS NyTeM UCKoHeHns>,

e Y HEKOTOPbIX NMaLNeHTOB NoKa3aTeNn KJIMHUYECKOro aHaam3a KpoBu MOryT
0CTaBaThCsA CTAbW/IbHBIMU B TE@YEHNE MHOTUX JIeT C OTCYTCTBMEM CUMMATOMATUKKN'.

OuddepeHumanbHas AMArHOCTUMKaA NaHUUTONEHUMN

e OTCYTCTBYET €UHbIA METO/, KOTOPLIA MO3BOINA Bbl HAAEXXHO YCTAHOBUTL AMarHo3
npuobpeTeHHoN (nanonaTnyeckon) AA*,

e OQHaKO NOBbILLEHE HACTOPOXKEHHOCTW B OTHOLLEHUW JaHHOro 3aboneBaHns un
3BOJIOLMSA ANArHOCTUYECKMX METOLOB, BKJOYAsA NepeyvncsieHHble HUXe, obneryatoT
ANArHOCTUKY OPYyrux 3aboneBaHunin, KOTOpble MOryT Bbi3biBaTb MaHLUTOMNEHNIO™:

o FeHeTn4YecKnm aHanuns,
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o CTaHOApPTHbLIN UMTOreHeTUYECKNIA aHaNn3;
o Ceposiornyeckme nccnenoBaHms;
o NIHHOBALMOHHbIE ANArHOCTUYECKMe asiropuTMbl.

¢ BbICOKOYYBCTBUTEJIbHbIE CEPOJIOrMYEeCcKMe MeToabl 061anatoT BbICOKOM LLEHHOCTbIO
ONa auddepeHumnanbHON ONarHocTUKN cneayowmx 3abonesaHnin®:

o MHI;
o MACY,

ANroputM gMarHocTuku m Bblbopa metona nevyeHmsa 6onbHbIX AA

Image

TpexpocTKoBas LWTONeHUA

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

Mopdbonorua: noareepxaeHUe oTcyTcTBUA Gnacroza u mriuy B KM.

CrepHanbHasA NyHKUWA

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

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

Bribop MeToga ne4eHus

IOuarHocTtuueckue Kputepum AA, pekomeHnpauum HIFro

JuarHos ansacTu4ecKon aHeMum YCTaHaBJIMBaeTCA Ha OCHOBAHUMN KJIMHUNYEeCKUX
npoanneHuv"l 00sie3HM 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

Knaccudpukaumsa AA no cteneHm TAXXeCTUu, peKkoMmeHpauum HIFro

e Npu onpepeneHum Taxectu AA yuuTbiBaloTCA pe3yJsibTaTbl HE MeHee Tpex



aHanu30B nepucgepuyeckon KPOBM Ha MOMEHT AMarHoCTuKMu 3aboneBaHusa o
Ha4yaJNa sie4yeHumn.

e PechpakTepHasa AA AMarHoCTUpPyeTca B crsy4vyae otcytcTeua 3cpcdekra oT
KoMbuHupoBaHHou UCT yepe3 6 MecsiueB OT HayaJia Jie4eHUs UJun nocne
BTOporo Kypca ATT.

Image

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

®  Heiitpopunet < 0,5 x 10%/n

Tsoxenan

® Tpombouutsl < 20 x 10%/n

Ouenb TAXENan ® Heiitpodunsl < 0,5 x 10%/n

AnropuTtM neyenua AA

Image

Mauwent e Peungue AA -
S
4—@ @ Kom6uHWpoBaHHas ICT
anno-TrCK (1-1 Kypc NATT + LIuKnocrnopuH)
- HET +/- anTpomGonar
HabnwaeHue HONHH

KombuHupoeaHHasa ICT Pemnccra
(2-1 kypc NATT + LiuknocnopuH)

+anTpomGonar

' na ™\ - [nuTencHoe e
| S HabniogeHwe

JKCnepUMeHTanbHbIe NPOTOKONEI (aNbTePHATMBHAA UMMYHOCYNpeCCuA)
Anno-TI'CK 0T HepOACTBEHHOTO YACTHYHO COEMECTUMOrO

- WK rannouaeHTUYHOro JoHopa
JlanapocKonuyeckan cnneHaKToMuA

Anno-TI'CK oT HepOoaCTBEHHOrO AOHOpa

Mpo6nembl Tepanuu TAA

e HLA-cOBMECTUMbIE [OHOPbLI-CUBNHIU eCcTb MeHee YeM y 30% nauueHTos™.

e TpaHCNIaHTaUMA CONPOBOXAAETCA NOTEHLNANbHO XXU3HEY T POXKaoLWwmnmm
OCJIOXKHEHUSAMM, BKJIIOYAs PeaKLMI0 «TPaHCMIaHTaT NPoOTMB X03auHa» ',

e 30% nauneHToB ¢ TAA He OTBeYaloT Ha CTaHdapTHy UCT?,

Image



MMM

~ 40% OTBETUBLLMX MNaLMEHTOB peLuanBnpyoT-’.

MpuumnHoON Hed3(h(PpeKTUBHOCTU UMMYHOCYNPECCUBHOW Tepanum MoXeT ObiTb
AOKa3aHHOEe CHMU)KEHMEe KOJIMYecTBa CTBOJIOBbIX KJIETOK M UX HECMOCOOHOCTb
BOCNPOM3BECTU reMONo033 B HY)KHOM ob6beMe y nauuneHToB ¢ TAA? >,

Cnucok nuTtepaTypbl
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