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0 3aboneBaHue, XapaKTepuaytolieecs
nepudepryecKom MNaHLMUTONEHUEN 7
3Ha4YUTEIbHbIM YMEHbLUEHUEM
KnetoyHoct KM, He nmetollee TeHAEHUMM
K  CMNOHTAaHHOMY  BOCCTAHOBJIEHMIO M

OTCYTCTBMEM LNTONNOMMHECKHUX,
UUTOreHETUYECKNX U MOJIEKYNTIAPHO-
reHeTU4eCKnX NpM13HaAKOB OCTpOro
neFu<o3a, muenoamcniactm4eckoro

CUMHAPOMA MM Muenopubposa, a TakkKe
renatocnaeHoMeraamm M MACCMBHOM
MMdageHonaTmn.

Bensle Knetkn
KpOBM

KpacCHble KNeTku

OBU -
kP KOCTHbIW

MOa3r




[fppobpeTeHHasa annacTMyecKas aHemums
ABNAETCA  peAKMM  3aboneBaHMEM U
BCTpeYaeTcsa ¢ yactoton 2-6 Ha 1 000 000
AETCKOro HaceneHua B rod. BospacTHbix
MMKOB 3a60/1IEBAEMOCTM He HabagaeTcA.
3abosieBaHME NPAKTUYECKU C OAMHAKOBOM
4acTOTOM MNopaxkaeT AeTerM 06oero nona.
MogaBnawwee 60/bLUIMHCTBO C/Ay4YaeB He
nogAaeTcH 3TMOIOrMYECKOM
MAEHTUDUKaUMM U KnaccuduumpyeTca
KaK mauonatmyeckue. Ha gono aHemumn ¢
M3BECTHOM 3TUONOrMEN NPUXoaMTCA
10-20% cny4aeB; OOJbWKMHCTBO 3TUX
C/lyyaeB ABNAOTCA renaTtmT-
aCcCoUMMpPOBaAHHbBIMMU




Kaaccudoumkaums

MAMO"GTM"ieCaK:eeMC:”lLAGCTM"leCKMe BTOpM‘iHbIe anAdcTu4yeckmne aHemuun

* Paauauums
* AeKapCTBA U TOKCUHbDI
* BbI3bIBAIOLLLME AO3030BUCHMYIO AA

* BbI3blBAOLLME MAMOCHHKPATHUHECKYIO
AA

* [loCcTBUPYCHbIE
e [enartur
* Bupyc SnwrenHa-bapp
* BUpYyC MIMMYHOAEULLUTA YEAOBEKQ
* [lapsosupyc B19 y nauUMEHTOB C
MMMYHOAEPULMTOM
* Ha dpooHe MMMYHHbIX 3060A€BAHUMU

* [MnorammaraodyamHemums (OBMH, c-m
HummereH, X-cLenAeHHbIM
AMMPONPOANTEPATUBHBIM CUHAPOM)

* bOAE3Hb «TPAHCMNAQHTAT-MPOTUB-
XO39MHQN)

* TMMOMQA U KOPLMHOMA TMMYCQ




Kaaccudoukauus AA no
TAXECTHU

| o CBepxTaxenad
e TAXKenad
1 « HeTaxkenasa (cpegHen TaxKecTm)




CBepxTaXKeAas NpnobpeTeHHAs ANAACTHYEeCKas
aHemMus

0 KneTo4yHOCTb KOCTHOro Mo3ra no JaHHbIM TpenaHoobMoncum
<25% (M KnetoyHocTb >25% HOo <50% npu copep:kaHuu
MUENIOUIHBIX 3JIEMEHTOB (T.€. MCKAYaA JIMM@OUUTbI U
nnasmoumtbl) <30%) M 2 wnam 6onee wm3 cneayoWmx
noKasaTtesien:

0 e« Heutpoduabl <0,2 x10°9/n
0 « Tpombouutbl <20 x10™9/n

0 e Petnkynoumtos <1% (MeHee 40 000/MmKn)




Taxkenaa npuo6pemeHHaﬂ ansiacmu4ecKkasa aHemuAa

0 KneTo4yHOCTb KOCTHOro mMo3ra rno gaHHbIM TpenaHoobMoncmm
<25% (M KnetoyHocTb 25%-50% npu coaep’KaHuu
MUENIOUIHBIX 3/IEMEHTOB (T.€. MCKAYaA JIMM@OUUTbI U
NAa3MoumnTbl) KOCTHOro mo3sra <30% v 2 uvau 6onee w3
cNeyrLMxX nokasaTenen:

0 e« Heutpodunbl >0,2 x10"9/n, Ho <0,5 x10%9/n
0 « Tpombouutsl <20 x10%9/n /MKn

0 e Petnkynoumtos <1%




Hemasarkenaa npuobpemeHHaa anjacmuyeckas aHemus

0 Bce ocTasibHble C/ly4an, HE COOTBETCTBYIOLIME KPUTEPUAM
TAKENION U CBepXTAXenomn AA KnaccmduuupyrloTca Kak
HeTAXenaa (cpeaHetaxenasa) AA

0 [MMpu HaAMYMM HEOOXOAMMOCTHU B perynsapHbIX
TpaHCcdy3mnAX 3pUTPOLUTHOM MACChl MU
TPOMOOKOHLEHTpaTa anjlacTMyeckas aHeMUs He MoXeT
CYUTATLCA HETAXKE/IOM.




f'McToAorus

HopmManbHasa KNneTo4yHOCTb KOCTHOro

Mo3ra

» KpoBeTBOpHas TKaHb 3aHUMaeT okoso 50%
nnowaan nasyx

(MopdomeTpuyeckas oueHka)

* BogpacTHble ocobeHHocTU (Y NOXUsbiX 60MbHbIX
30-50%)

* HepaBHOMeEpPHOCTb (CYyOKOPTUKANBbHO CHUXXEHHas
KINETOYHOCTb)
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Pe3Ko rMnoKneToYyHbiW KOCTHbLIW MO3T, C
TPEXNTUHENHOW peAyKUUMEN remMmonoa3sa
XupoBasd TKaHb; CTpesiodka — Hebonblne cKkonneHus

SPUTPOKAPUOLIUTOB HA pasHbIX CTaausX co3peBaHus; 1
— KOCTHble Tpabekyrnbl rybuyaTtoro Bewectsa. Okpacka:

— reMaToKCUITUH U 903uH. YB.: x 20.
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Kputepuu aAuarHosa

0 1. CTtoMkoe - 6onee ABYX HeAENb - CHUMMXKEHME MnoKa3aTeneu
MMHUMYM JIBYX M3 TpeX JIMHUM neprudepuyeckon KpoBM:
TpoMb6ounTbl MeHee 140x10%9/n, [paHynouutbl MeHee 1,5
x10"9/n (ana peten mMnagwe 5 net - meHee 1 x10%9/n),
[emornoouH meHee 110 r/n

2. OTcyTCTBME B MyHKTATax KOCTHOrO MO3ra JIEMKEMUYECKUX
NIeTOK OCTpOro AMM@o6aacTHOro UM OCTPOro MMesnIobnacTHOro
NIeMKo3a MAM  JApPYrMX OMyXONEBbIX KJETOK (HEeMpob/1acToMa,
pabgomuocapkomMa, IMM@PoOMa).

3. CHM»KEeHMe KIeTOYHOCTM KOCTHOro mo3ra MeHee 5H0% no
JaHHbIM TpenaHobuoncmm

4, OTcyTtCcTBME B MyHKTAaTaxX KOCTHOrO Mo3ra ABHbIX MPU3HAKOB
rMnoniacTMYeCKoro MMenoamucniacTM4eckoro CMHApomMa



AHOMHe3

0 T[llepeHeceHue pe6eHKOM OCTpOro renatura
HeyCTaHOB/IEHHOMU 3Tuosormm (He A, He B, He C) B
MHTEepBaJie 6 MecAueB A0 HacToALlero 3abosieBaHMA

e Hannume 6onen B KOCTAX
o Hannume onyxaHma cycTaBoOB M CyCTaBHbIX 601EM

e Hannume B aHamMHese INMXOpaaKu HESACHOM 3TUOJIOT UM

O O &8 O3

e [lepeHeceHHble  MHMEKUMOHHbIE  3a60/1€eBaHUA U
NPUMEHSABLLUMECA MEeAMKAMEHTO3HbIE MNpenapaTtbl B TEYEHME
nocneaHux 6 mecsues

[0 e« KOHTAKT C pacTBOpPUTENAMM, JlaKaMK, KpaCKaMM

0 e Hannune rematosiorMyeckmx 3ab6oieBaHMM B CEMbE




®unsmnkanbHoe ob6CcneaoBaHme

e AHOMaIMKM CTPOEHUA SiMLA (TPEYroJsibHOE INL0, MaJIeHbKME rnasa,
3MUKAHT, MENKME 4YepTbl Mua, MUKpouedanusa) M KOHEYHOCTEMU
(@QHoManmu 1-ro nanbua Kuctem, copmy tenar, LWECTMNANOCTD,

CUHAAKTUANA, KIMHOAAKTUANA)

« Hannume ocobeHHOCTEN NUrMETaLMA KOXKM (NATHA LBEeTa «Kode C
MOJIOKOM> , PETUKYJIAPHAA runepnmurmeHTauma, runepnmrmeHTauma)

Hannume auctpodmm Hortem, o0CO6EHHO Ha NasbLAX HOr
e LIBeT 1 cTpoeHune Bos1IoC (nopeaeHue, JIOMKOCTb, TOHKOCTb)

o [pu3HakKM remopparmMyeckoro cuHApoma (Ko¥a, CAM3UCTbIE
MNONIOCTU PTa, KOHbBIOHKTMBA Na3)

o Paamepbl nevYeHu n ceneseHkum J
e CreneHb YBE/NUYEHMA,  KOJIMYECTBO, JIN3aumsh 3
XapaKTEPUCTUKMN IMMPATUYECKMX Y3/10B ’ Y.
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Pancytopenia

BM biopsy ‘Histology: Exclude MDS - leukemia - metastatic cancer,
l identify marrow hypo/aplasia

BM aspirate Cytogenetics/FISH: identify chromosomal
abnormalities. Cytology: confirm

absence of marrow blasts

ral blood s Neutrophil count: determine severity. DEB test:
exclude FA. Determine proportion of GPI-
negative cells. Exclude antibody-mediated
cytopenias. Determine telomere length

Acquired aplastic anemia ‘ HLA typing: identify HLA-matched family
‘ donors

CHOOSE TREATMENT s ATG + CSA (androgens/growth factors) /
BM TRANSPLANTATION



Tepanua TAA. Aaroputm

Age of the
patient?

HLA identical
sibling donor

Horse ATG (ATGAM)
with CSA

I-!LA-matched Children Unrelated
sibling HSCT donor HSCT

EBMT SAAWP, Sureda et al, 2015




AONOAHUTEAbHbIE Mepbl

TwartenbHas MeAMKAMEHTO3Haa NPodUNaKTUKa MHDEK LM

CucteMa OpraHM3aUMOHHbIX M MEAMKAMEHTO3HbIX Mep Mo npocuaaKkTHKe
MHDEKUMM:

e YXOJ 3a POTOBOM MOJIOCTbIO: 4 pasa B J€Hb MNOJIOCKAHME MOJIOCTU pTa
Ae3nHPUUMPYIOLMMM  pacTBOpaMM  (Hampumep,  BOAHbIM  PacTBOPOM
xnoprekcuauHa 0,05%, pacTBOpOM OpraHM4yecKoro MoAa)

e 3aMpeT Ha B3STME aHa/IM30B KPOBM M3 nasiblia U BHYTPMMbILLEYHbIE
UHBEKLUM.

TWaTesbHbIM, HO WAJAWMM yXOA 3a 3y6aMu M AeCHaMM; MCMO/Ib30BaHME
TO/IbKO MSATMKMX 3Y6HbIX LWETOK MM POTOBOro Aylla; MpyM KPOBOTOYMBOCTM
JECEH U CUBUCTbIX, HEKPO3aX M U3bA3BJIEHMAX CAU3MUCTbIX, MCMOJIb30BaHUE
3yOHbIX LWETOK JO/IKHO OblTb MCK/IOYEHO, BMECTO 3TOro MpMMEHseTcH
06paboTKa pTa paCTBOPOM XJIOPreKCHMAMHA U BAXKYLIMMU CpeACTBAMM.

 TMIMEHA KOXM: eXeJHEBHOE MbITbe Moj AyWEeM WAM 06TUPaHWME BOAHbIM
PAacTBOPOM  XJIOPreKCHMAMHa, 06paboTKa Malepauui M MOBPEXAEHMM
AE€3MHPULMPYIOLLMMU CPECTBAMM.

o ob6s3aTesibHa CTporas JIMYHAs TUIMEeHa PpoaMTENEN M MOCETUTENEN,
aHTUCENTUYECKAA 06paboTKa pyK NepcoHana npu Bxoze B nanaty

AfeKBaTHaa TpaHCdy3MOHHasA Tepanusa npenapaTtamm 3pUTPOLUTHOM MaccChl U
TPOMOOKOHLIEHTpaTa



0 Cnacmbo 30 BHMMAaHMe!
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