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puobpeTeHHasn annactuyeckasa aHemus (MAA)
y [eTe SIBNSETCA PEAKUM XKU3HEYrPOKaloLLUM
3abonesaHneM Kpoeu [1]. Mo paHHbIM KpYMHbIX
3NUAEMUONIOrNYECKUX nccnenoBaHuin, yactota AA B
EBponerickmx ctpaHax un B CeBepHoi AMepuke cocTas-
nseT 2 cnyyas Ha 1 MnH OeTcKoro Hacenenus B rop. B
cTpaHax Asuu 3TOT nokasaTesb B 2—-3 pasa sbiwe [1, 21.
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MpuoBpeTeHHas annactuueckas aHemus (MAA) Bo BceMm Mupe ocTaeTcs pefkuM 3abonesanmeM. OfHako
YyacToTa BCTPEYaEMOCTH ee B pa3Hbix CTpaHax KpaiiHe BapuabenbHa. B HacTosLLel cTaTbe NpeacTaBneHsl
pesynbTaThbl anMaeMuonornyeckoro uccneposanus NMAAy neteit B Poccuinckon ®epepaumu. iccneposanue
0n0bpeHo He3aBUCUMBIM 3TUYECKUM KOMUTETOM U YTBEPXKOEHO peLleHneM yyeHoro coseta PrbY
«HMWL, Aron um. AmuTpusa Porauesa» Munagpasa Poccuun. BeinonHeH aHanns anvMaemMmonormyeckux
DaHHbIX y nauneHToB ¢ MAA B BospacTe oT 0 1o 18 neT, NpoXoAMBLUMX AUCTaHLMOHHYIO IMArHOCTUKY B
nabopatopusax ®rbY «HMUL| AFON um. OmuTpus Porauesa» Munspgpasa Poccum B nepumop ¢ 1 ceHTsbps
2017 r. no 31 pekabps 2023 r., B paMKax BnepBble NPOBEAEHHOr0 B HaLLeW CTpaHe perMcTpoBoro
uccneposaHus. B aHanwms Bowwnu 582 nauneHTa 3 77 permoHoB Poccuiickoi ®enepaumu, 0xBaT [eTCKOM
nonynauun coctaeun 97%. CpenHuin nokasatens 3abonesaemMoctu 3a 6 net coctaeun 3,1 crnyyas Ha
1 MIH AeTCKOro HaceneHus B rod. Mepuara Bospacta nauneHTos — 10,2 ropa (amanason 1-17,9 roga).
BonblmHcTBO cnyyaes MAA npuxogmnoch Ha Bo3pacTHble nepuonsl 5-9 u 10-14 net. B Bo3pacTe
Ao 1 ropa He BbISIBIIEHO HKM OfHOrO cryyas 3aboneBaHus. Manbumkos 6bino 6onblue, YeM AeBOYEK:
317 (54,5%) n 265 (45,5%) cooteetcTBEHHO. Mo aTMONOrMM Yy 87% MaAUMEHTOB AMArHOCTUPOBaHA
nononatnyeckas MAA, y 13% — renatut-accoummnpoaHHas MAA. Kputepum ceepxTsskenoi dhopmbl MAA
BbINOSHANMUCD Y 45,7% naumeHToB, Taxenoi —y 38,8% u HeTsiskenol —y 15,5%. CouetaHue MAA ¢ kioHOM
MapoOKCM3MarnbHON HOYHOWM reMornobuHypun gMarHocTMpoBaHo y 42,3% nepmMaTpuyeckmx naumeHToB.
Mo nokasaTtenio 3abonesaemocTn MAA y petent Poccuitickaa depepaumns 3aHMMaeT CpeanHHOE MECTO
Mexay ctpaHamu Eeponbl n A3un. OCHOBHbIe NpoaHanuavpoBaHHbIe AeMorpacnyeckne nokasarenm un
XapaKTepucTvku 3abonesaHnst CONOCTaBUMbI C laHHIMWU MUPOBOI NUTEPATYPbI.
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Epidemiology of acquired aplastic anemia in children
in the Russian Federation
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Although acquired aplastic anemia (AA) remains a rare disease worldwide, the incidence of acquired AA in different countries
varies widely. This article presents the results of an epidemiological study of acquired AA in children in the Russian Federation.
The study was approved by the Independent Ethics Committee and the Scientific Council of the Dmitry Rogachev National Medical
Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare of the Russian Federation. In this
study, we analyzed the epidemiological data of patients aged 0 to 18 years with acquired AA who had been diagnosed remotely at
the laboratories of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology
from September 1, 2017 to December 31, 2023 as part of the first registry study conducted in Russian Federation. Our analysis
included data from 582 patients from 77 regions of the Russian Federation; the coverage of the pediatric population was 97%.
The average incidence rate for the 6-year period was 3.1 cases per 1 million children per year. The median age was 10.2 years
(range 1-17.9 years). Most cases of acquired AA occurred between the ages of 5 and 9 years and between 10 and 14 years. There
were no cases of acquired AA in children under the age of 1 year. There were more males than females: 317 (54.5%) versus
265 (45.5%). According to etiology, 87% of the patients were diagnosed with idiopathic AA, and 13% had hepatitis-associated
AA. In total, 45.7% of the patients fulfilled the criteria for very severe AA, 38.8% for severe AA, and 15.5% for non-severe
AA. Paroxysmal nocturnal hemoglobinuria clone was detected in 42.3% of the patients with acquired AA. The incidence rate
of acquired AA in children in Russian Federation is intermediate between the European and Asian incidence rates. Our main
demographic data and disease characteristics are consistent with the world data.
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B ocHoBe natoreHesa 3aboneBaHuA nexaT Mexa-
HW3Mbl, NPUBOAALLME K MMMYHOOMOCPELOBAHHOM
LEeCTPYKLUMM reMONO3TUYECKMX CTBOJIOBbIX KITETOK LIUTO-
TOKCMYeCckuMu T-numdboumTamm, BnekyLume 3a coboi
pasBUTUE NaHLIMTOMNEHUW BCNIEACTBUE CHUMEHUS KIETOY-
HOCTM KOCTHOI0 MO3ra C 3aMeLLEHNEM Ero MPOBOK
TkaHbio [3, 4].
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3Tmonorus MAA valLe Bcero oCcTaeTcs HEM3BECTHOM,
n okono 80% Bcex cnyyaeB 3aboneBaHus ABRATCA
nomonaTtuyeckumu. Ha fonio renatmt-accouMmMpoBaHHON
MAA, Npu KOTOpOWM PasBUTMIO TAKENON NaHLUUTOMNEHUM
NpeLLUeCcTBYET 3MM30[ OCTPOro renatnTa, CepoHeraTus-
HOrO B OTHOLLEHUK BUpycoB renatuta A, B, C, D, E, G,
npuxoamtcs ot 5 0o 10% cnyuaes [5].

Mo cTeneHW TAMXECTU BbILENAOT HETAMKEeNyio,
TAXENYI0 U CBepXTAxenyl ¢opMbl 3abonesaHusd
cornacHo KputepusM Camitta [6]. Ha nonto Tsxernoit u
CBEpXTAKENON (POpM NpMXoAnTCS BONbLUMHCTBO BCEX
BriepBble BbisiBMeHHbIX cryyaes MAA [2, 7].

lMpaKTnyeckm BO BCEX COBPEMEHHbIX UCCENOBaHMAX
MAA cooTHOLLIEHME NaLmeHTOoB no nony 6mnsko k 1:1 [8].
BospacTHbix nukoB 3aboneeaemMocTn He HabrmopaeTcs.
MegavaHa Bo3pacTa B LeTCKOM nonynsauuyM cocTaBnseT
9-10 net [7, 91.

Y 40-50% nauMeHTOB C BNepBble AMArHOCTUPO-
BaHHOM [1AA BbIABNSIETCSA KJIOH NapOKCU3ManbHON
HOuHO remornobunypuu (MHI) [4, 10].

B maHHOM cTaTbe Mbl NpencTaBnsieM pesynbTaThl
aHanusa 3MNMAEMUONOrMYECKUX OaHHbIX y OeTen C
HanpasnsALWMUM anarHo3om MNAA, NpoXoaMBLLMX OMCTaH-
LMOHHOe obcrenoBaHme B paMKax pPerucTpoBoro uccre-
poBanus TAA, npoBogumoro Ha base ®I'bY «HMULU
07O um. OmuTpusa Poraueea» MuHappaea Poccuu.

Llenb nccnepoBanua — n3yunTb gemMorpacpmueckme
LaHHble, XapaKTepUCTUKK 3aboneBaHns U NokasaTtenb
3abonesaemocTyu MAA y petein B Poccuiickon depe-
paumnn (P®).

MATEPWAIbI U METO[bl NCCNELOBAHUA

Hamu npoBefieH peTpPOCNeKTUBHLIA aHanu3 Meau-
UMHCKON LOKYMeHTauuu (nepBuuHbIX yueTHbIX chopM,
BbIMUCHBIX 3MWKPU30B C MeCcTa MuTenbcTBa) M Hasbl
[aHHbIX HayyHoro perucTpa fgeTten C BnepBsble BbIAB-
nexHon MAA, obpasLibl KpoBM 1 KOCTHOIO MO3ra KOTOPbIX
Bb1nM HanpaeneHsbl B nabopatopun ®I'BY «HMUL, 10U
uM. [IMuTpua Porauesa» MuHsnpasa Poccum (LleHTp)
L1 NEPBUYHOM OMArHOCTMKM B nepuof ¢ 1 ceHTabps
2017 r. no 31 pekabpsa 2023 r. B paMkax nNporpaMmsi
«HayuHbi peructp MAA y neteit B P®>» npu nopaepxke
doHpa «Hayka petsam». MccnegoBaHve ogobpeHo Hesa-
BUCUMbIM 3TUYECKUM KOMUTETOM W YTBEPKOEHO peLle-
H1eM yyeHoro coseta ®I'BY «HMUL OIOUN um. ImuTpus
Porauesa» Munagpasa Poccun.

OcHoBHble M3y4yaeMble geMorpadnyeckmne faHHble 1
XapaKTep1CTVKKM 3aboneBaHns NaLMEHTOB: NoJ1, BO3PacT Ha
MOMEHT amarHocTukM NAA, aTHUUEeCKas NPUHADIENHOCTb,
PEruoH NPoXMBaHWA, 3TUONorMyeckas dpopma 3abone-
BaHuWA, cTeneHb TskecTH MAA, Hannume kioxa MHI.

B pamkax nporpammbl «HayuHnbii perunctp [AA
y neten B P®» Buomatepman nauMeHTOB nocTtynan
B LleHTp BMecTe ¢ 3amofHEHHOW perncTpauuoHHON
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dopMoii, MHPOPMUPOBAHHBIM COrflacueM Ha yyacTue
B MCCNEAOBaHWUM U BbIMUCHBIM 3MWUKPU30OM C pesynbTa-
TaMu NPOBEfEHHbIX aHanM3oB. B knuHuWkax no mecty
)uTenbcTBa u B nabopatopusx LleHTpa ona guarHo-
ctuku MAA naumeHTam bbinn BbINOMHEHBI CrieayoLmne
nccnenoBaHusa: obLWKMA aHanM3 KPoOBWM C MOACYETOM
nenKouUTapHON OOPMYMbl U KONMYECTBA PETUKYNOo-
LMTOB B Ma3ke nepudiepuyeckoi Kpoeu; bBuoxmmuue-
CKWI aHanus KpoBW, BKIOYAIOLMIA OYHKLMOHASbHbIE
TeCTbl NeYeHW; UCCNefoBaHVE KPOBU METOAOM NofuMe-
pa3HOW LienHoM peakumm Ha BUpyCHble renatutbl B u C;
TEeCT C AMANOKCMOYTaHOM U MCCMefoBaHWe LMWHbI
TENIoMep B LEeNAX WCKIIOYEHNA BPOXAEHHbBIX (hOPM
KOCTHOMO3rOBOW HELOCTaTOYHOCTW; OMpeAesieHne
knoHa MHI MeToaOM NPOTOYHOWN LUMTOMETPUM CPeam
3pPUTPOLIUTOB, MPaHYNOLMTOB M MOHOLMTOB; MOPCHOIO-
rMyeckoe v UMMYHODEHOTUNNYECKOE UCCMef0BaHNS
KOCTHOIO MO3ra Af15 UCKIIIOYEHNA 31T0KaYeCTBEHHBIX
3aboneBaHnin KPOBW; CTaHJapTHOE UWTOreHeTuye-
CKOE UCCMefoBaHne KOCTHOro MO3ra v onpegesieHne
MeTOAOM chriyopecueHTHOM rubpuansaumm in situ
MOHocoMuW/Leneunu 7-i1 XpOMoCOMbI Kak Haubonee
YacToM U 3HAYMMOW aHOManuu y AeTel; TpenaHo-
Buoncusa ana onpepeneHns KNETOYHOCTM KOCTHOrO
MO3ra u oueHKu Muenodgubposa. MeTtonbl nccnepo-
BaHWA N0 AaHHOW nNporpamMMe Ofs MNOLTBEPXAEHMA
amarHo3sa MNAA v anroput™ audbdoepeHumanbHon guarHo-
CTWKM onucaHbl paHee [11, 12].

Mocne npoBepexus Heobxonumoro obbema obene-
poBaHus anarHos [MAA ycTaHaBnuBanu Ha OCHOBaHUU
obLenpuHaTeix Kputepues [1]. TaxecTb MAA onpege-
nAnacb B COOTBETCTBUM C KPUTEPUAMM, OMUCAHHBIMU
B. Camitta B 1976 r. [6]. B 3aBuCUMOCTU OT cTeneHu
CHUXEHUs1 nokasaTtenein nepudepunyeckon KpoBu U
KMEeTOYHOCTM KOCTHOrO MO3ra BblAenann CBEepXTs-
Xenylo, TAXeny n HeTsxenyo copmbl MAA. Kpute-
puaAMK OuarHosa TAxenon dopmbl MAA aBnanuch
KNETOYHOCTb KOCTHOIr0 Mo3ra MeHee 25% no faHHbIM
TpenaHobuoncuu, ypoBeHb HENTPOPMIIOB MeHee
500 kneTok/MKn, TpoMBoLUTLI MeHee 20 ThiC/MKI, peTu-
KynouuTbl MeHee 1% (meHee 40 Tbic/MKn). [Ina ceBepx-
Tsxenon doopmbl NAA xapaKTepHbl Te e NnokasaTtenu,
YTO W LISt TSKEMOW, HO C UMCIIOM HEMTPOChMIOB MeHee
200 kneTok/MKn. OcTanbHble Cryyaun KnaccuuumpoBa-
NUCb Kak HeTswenas chopMa 3abonesanus [1].

Ona onpeneneHus knoHa [MHI cpeau 3putpo-
LMTOB, TPaHynoOLUMTOB W MOHOLMTOB MCMNOMb30-
BaliCA rapMOHW3WPOBAaHHbIA METOL MPOTOYHOM
LUMTOMETPUM, OCHOBaHHbLIN Ha pekoMeHpauusx ICCS/
ESCCA no ouetke MHI. B cooTBETCTBUM C STUMM PEKO-
MeHLauMAaAMM HWXKHUI npepen knoHa [MHIT onpene-
NANCA Kak Hanuume MUHUMYM 20 KNeTok ¢ fenumTom
GPI-cBasaHHbIx BenkoB. Know MHIT cpenu rpaHynounToB
Bonee 1% TpakToBancs Kak bonblion, MeHee 1% —
MUHOpPHBbIKA [13].
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PE3YJIbTATbI UCCJTENOBAHUA

3a nepwop ¢ 01.09.2017 no 31.12.2023 cpenm peten
B Bo3pacTte ot 0 no 18 net, rpaxpaH PP, sapeructpu-
poBaHO 582 Brnepsble BbisBMEHHbIX criyyas [MAA. OxsaT
[eTCKOro HaceneHus cocTasun 97% (3aperncTpupoBaHbi
nauneHTbl n3 77 cybbekToB cTpaHbl U3 85 cyllecTBy-
IOLLIMX HA MOMEHT Hauana uccneposaHus). MosBuB-
LUMecs B NocriefHve roabl Ha kapte PP HoBble permoHsl
B pacuet obuien 3aboneBaeMoCcTu B HalLEM UCCENO-
BaHWW He nonanw.

Ha pucynke 1 npepctaBneHa kapta P®, oTtobpa-
)alolas oxBaT PErMOHOB MPOXWBAHUS MaLMEHTOB,
3apernucTpupoBaHHbIX B UCCNENOBaHUM, a TakKe 3abo-
NEeBaeMOCTb B KaXXAOM KOHKPETHOM CybbekTe cTpaHbl
He B abCOMIOTHbIX 3HAYEHUAX, a U3 pacyeTa Konuye-
ctBa cnyvaes MAA Ha 1 MIH BEeTCKOro HaceneHwus.
OpHaKo B Halle CTpaHe BO MHOTMX PerMoHax YnCieH-
HOCTb JeTel faneka OT MUIISIMOHHbIX 3HAYEHWUW, YTO
06bACHAET BbICOKME LMdpbl 3a6011€BaEMOCTH B TaKMX
cybbekTax, Kak, HanpuMep, MarapaHckas obnactb
(11,6), roe 3a Bce BpeMs HabnoneHus bbIo BbiAB-
neHo Bcero 2 cnyyas 3abonesanus MAA MeHee yeM Ha
30 TbiC JEeTCKOro HaceneHus. B pervoHax, roe umcnex-

PucyHok 1
KapTta 3aboneBaemMocTtu getert MNAA no permoHam PO

Figure 1

HOCTb AEeTCKOW monynauum npubnuskaetca K 1 MH
(Hanpumep, Pecnybnuka BalkopTocTaH unmn KpacHo-
AapcKuit Kpan), undpsbl 3ab0NeBaeMoCTU HaXOAATCS
B npepenax cpefHux 3Havenun: 4,41 n 3,61 cootseT-
CTBEHHO.

MokasaTenu 3abonesaemMocTV MO rojam npen-
CTaBneHbl Ha pucyHke 2. 3a nepwog ¢ 01.01.2018 no
31.12.2023 cpepHuii nokasaTtenb 3aboneBaeMocTy
cocTtasun 3,1 cnydyas Ha 1 MIH OETCKOro HaceneHus
B roa. B nepuon ¢ 2018 no 2020 r. Habniopanock
yBeNMYyeHne KonyecTBa BMEpBble AMArHOCTUPO-
BaHHbIX criyyaes [MAA, yTo 6bino obycrnosneHo ynyy-
LIEHMEM KayecTBa OMArHOCTUKM U NPUCOEOUHEHUEM
K nporpamMme «HayuHbii perucTp MAA y neteit B PO»
paHee He ydyacTsyloLux pernoHos. [nk 3abonesae-
MocTu npuwenca Ha 2022 r., Koraa nokasaresib BbiLLen
Ha peKopaHbIvi ypoBeHb 3,4 cnyyast Ha 1 MiH geTckoro
HaceneHus 3a BeCb M3yyaeMbin nepuod. B cpenHem
B rof B P® cpenn oeTckoro HacefneHvs BbISBNAETCS
okorno 92 (77-104) nauneHTOB C fLaHHOW HO30MOMUeEl
(rabrmua 1).

JInpmpyioLwmMmn pernoHamMm no abCconioTHOMY ynciy
OMarHocTupoBaHHbix criyyaes [MAA 3a uccnepyemblii
nepvon, BpeMeHu ctanu KpacHopmapckui kpaw, Pecny-
6nuka bawkopTocTaH, KpacHospckuin kKpai n Mockos-

A map showing pediatric acquired aplastic anemia (AA) incidence across regions of the Russian Federation _ o
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ckasa obnacTb, roe 3aperncTpupoBaHo 20 nepBUYHbIX
nauneHTos 1 bonee (rabnumua 2).

B Tabnmuye 3 npenctaBneHbl PermoHbl, B KOTOPbIX
BBMAY pemKocTu 3aboneBaHUs MauWMeHTbl C LaHHbIM
LOMarHo3oM BCTpevanucb Tonbko 1 pa3 B 2-3 roga. B
EBpeiickoin aBToHOMHON 0bnacTu, KamuaTckoM Kpae,
KapauaeBo-Yepkecckon Pecnybnuke, lckoBckomn
obnactu, Pecnybnuke UHrywetuns u B CaxanuMHCKoM
obnactu MAA Bbina guarHoCTMpOBaHa NLLIb OBHOKPAaTHO
3a uccnenyemslit nepuog B 6 nert.

HaunoHanbHbil coctaB PP oTnmuyaetcsa cBOUM
pasHoobpasueM. PacnpeneneHve nauveHToB MO HaLu-
OHaNbHOMY cocTaBy oTobpaxeHo B Tabrmuye 4. bonb-
LUMHCTBO OeTen, BKIIOUYEHHbIX B UCCIlefoBaHuWe, bbinu
pycckumm (81,4%).

B rabrmue 5 npepctaBneHbl 0OCHOBHbIE AeMorpadu-
YecKue JaHHble U XapaKTepuUCTUKK 3aboneBaHus nauu-
€HTOB.

N3 582 zapeructpupoBaHHbIX cllyyaeB 3abone-
BaHuA uamonatuyeckas MAA sbiseneHa B 508 (87%),
renaTtut-accouunposaHHas — B 74 (13%). Mpu aHanuse
nauveHTOB MO MONy MasnbymkoB Bbino 6onblie, yem
nesoyek: 317 (54,4%) v 265 (45,5%) cooTBETCTBEHHO.

PucyHok 2

CpernHss 3aboneBaemMocTb [NAA y neTtelt 3a nepuog,
2018-2023 rr. Ha 1 MnH Hacenenus B Bo3pacTe oT 0 fo
18 net

Figure 2

The average incidence of acquired AA for the period 2018-
2023 per 1 million children aged 0 to 18 years
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Tabnuua 1
3abonesaemocTb [AA cpeau peter no rogam

Table 1
Acquired AA incidence among children by year

3aboneBaeMocTb
YucneHHocTb
Yucro peteit AeTCKOro NAA ('WICJ;O
Fop CAnarHosom MAA HaceneHus 1 cny4aes )
Year Number of children  Ha 1 aHBaps, MIH Mll'lr:lcii:izﬁggﬁ;lnﬁ
_, diagnosed Child population Incidence of
with acquired AA as of January 1, (numl?er of cases/
miltion 1 million people)
2018 77 29,98 2,57
2019 90 30,22 2,98
2021 94 30,38 3,09
2022 104 30,32 3.43
2023 97 30,17 3,21
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[aHHbI nokasaTenb 06yCoBMAEH CTAaTUYECKM 3HAYMMbBIM
npeBarnMpoBaHMEM NaLMEHTOB MY}KCKOIO Nofa B KOropTe
renaTuT-accoumnmpoBaHHoi MAA, B KoTopon uncio 3abo-
NEBLUMX Manb4MKOB B MOMYNALMM B 2,7 pasa npesbILLano
uucno gesoyek. B rpynne nononatuyeckor MAA cooTHo-
LLUeHWe No NoJsTy COCTaBAANO: Manbumku:eBoukm — 1,1:1
(pucyrok 3).

Bce naumeHTbl Bbinn pasaeneHbl Ha 4 Bo3pacTHble
rpynnbl: 0—-4 ropa, 5-9, 10-14 n 15-17 net. Camomy
MnaaweMy pebeHKy Ha MOMEHT NOCTaHOBKM AMarHosa
ucnonHuncs 1 rog, camomy ctapluemy 6eino 17,9 ropa.

Tabnuua 2

KonunuecTtBo 3apernctpupoBaHHbix criyyaes [1AA no
pervoHam P® 3a nepuop 2018-2023 rr.

Table 2

The number of registered cases of acquired AA by regions
of the Russian Federation for the period from 2018 to 2023

Yucno

Peruox nauueHToB
Region Number

of patients
KpacHopapckuin kpav 26
The Krasnodar Krai
Pecnybnuka balukopTocTaH 24
The Republic of Bashkortostan
KpacHosipckuin kpait, MockoBckasi obnactb 20
The Krasnoyarsk Krai, the Moscow Region
MpkyTckas obnactb 17
The Irkutsk Region
Mocksa, PocToBckas obnacTb, YensibuHckas obnactb 16
Moscow, The Rostov Region, The Chelyabinsk Region
Bonrorpanckas obnactb, CaHkT-MeTepbypr 15

The Volgograd Region, Saint Petersburg

OpeHbyprckas obnacts, Camapckas obnactb,

CsepanoBckas obnacTb 14
The Orenburg Region, the Samara Region,

the Sverdlovsk Region

Hosocunbupckas obnactb, Pecnybnuka TatapcTaH,
CapatoBckasi obnactb 13
The Novosibirsk Region, the Republic of Tatarstan,

the Saratov Region

AnTavickui kpai, KemepoBckasi obnactb 12
The Altai Krai, the Kemerovo Region

OMckas obnacTb, lMpuMopckuit Kpai 11
The Omsk Region, the Primorsky Krai

BopoHeskckas obnactb, Pecnybnuka KpbiM 10
The Voronezh Region, the Republic of Crimea

KanunuHrpapckas obnactb, fipocnasckas obnactb 9

The Kaliningrad Region, the Yaroslavl Region

Brnapumupckas obnacTtb, MepMckuin kpait,

Pecnybnuka [larectaH, YeueHckas Pecnybnvka 8
The Vladimir Region, The Perm Region, the Republic of

Dagestan, the Chechen Republic

Kypckas obnacTb, YnbsHoBckas obnacTb 7
The Kursk Region, the Ulyanovsk Region

Hukeropopnckas obnactb, OpnoBckasi obnactb,

Pecnybnuka Komu, CtaBpononbckuii Kpai,

Ynomyptckas Pecnybnuka, XaHTbl-MaHcuiickui

aBTOHOMHbII OKpYr 6
The Nizhny Novgorod Region, the Orel Region, the Komi

Republic, the Stavropol Krai, the Udmurt Republic, the

Khanty-Mansi Autonomous Area

Bonoroackas obnactb, JlyraHckas HapogHas

Pecnybnuka, Pecnybnuka Xakacusi, TioMeHcKast

obnacTb 5
The Vologda Region, the Lugansk People’s Republic, the

Republic of Khakassia, the Tumen Region

Benropoackas obnactb, 3abaiikanbckuit Kpait,
JleHnHrpapckas obnactb, Jluneukas obnactb,

Pecnybnuka bypsitus, Pecnybnuka Kapenus,

Pecnybnuka Caxa, Tynbckasi obnactb, XabapoBckuii

Kpan, YyBallckas Pecnybnuvka 4
The Belgorod Region, the Zabaikalsky Krai, the Leningrad

Region, the Lipetsk Region, the Republic of Buryatia, the

Republic of Karelia, the Republic of Sakha, the Tula Region,

the Khabarovsk Krai, the Chuvash Republic
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Tabnuua 3

Perunoxbl P® ¢ pepkoit BctpevaemocTbio [AA no ronam

Table 3

Regions of the Russian Federation with low incidence of

acquired AA by year

PerunoH
Region

lon
Year

2018 2019 2020 2021 2022 2023

Amypckas obnacTtb
The Amur Region

0

0

1

0

1

0

ApxaHresnbckas obnacTb
The Arkhangelsk Region

0

0

1

2

0

0

AcTpaxaHckast obnacTb
The Astrakhan Region

BbpsiHCckas obnacTb
The Bryansk Region

[oHeLkas HapopHas
Pecnybnuka

The Donetsk People’s
Republic

EBpevickasi aBTOHOMHas
obnactb

The Jewish Autonomous
Region

ViBaHOBCKas obnacTb
The Ivanovo Region

KabapavHo-bankapckas
Pecnybnuka

The Kabardino-Balkarian
Republic

Kanyskckas obnactb
The Kaluga Region

KamuaTtckuit kpait
The Kamchatka Krai

KapayaeBo-Yepkecckas
Pecnybnuka

The Karachayevo-
Circassian Republic

KocTpomckas obnacTb
The Kostroma Region

KypraHckas obnactb
The Kurgan Region

MaragaHckas obnactb
The Magadan Region

MypMaHckas obnactb
The Murmansk Region

lMen3eHckas obnactb
The Penza Region

lckoBckas obnacTb
The Pskov Region

Pecnybnvka Agbires
The Republic of Adygea

Pecnybnuka
MHryweTmna
The Republic of Ingushetia

Pecnybnuka KanMbikus
The Republic of Kalmykia

Pecnybnvika Mapwi 3n
The Republic of Mari El

Pecnybnvka Mopposus
The Republic of Mordovia

Pecnybnuka CeBepHas
OceTusi-Ananus

The Republic of North
Ossetia-Alania

Pecnybnuka TbiBa
The Republic of Tuva

PasaHckas obnactb
The Ryazan Region

CaxanuHckas obnactb
The Sakhalin Region

TamboBckas obnactb
The Tambov Region

Teepckas obnactb
The Tver Region

AMano-HeHeukuin
aBTOHOMHbIV OKpYT
The Yamalo-Nenetsky
Autonomous Region

MenunaHa Bo3pacTa coctaeuna 10,2 ropa. Hanbonbluee
KonnyecTBo crydyaes [MAA BbISiBNEHO B 2 BO3PACTHbIX
rpynnax: 5-9 net — 196 (33,7%) u 10-14 net -
168 (28,9%) maumeHTOB; HauMeHbluee — B rpynne
0-4 rona — 88 (15,1%) nauverToB. Ha cpeaHuit nogpocT-
KoBbIi Bo3pacT 15-17 net npuwnock 130 (22,3%) Bcex
3aboneswwunx. B Bo3pacte po 1 rofa He Bbino BbisiB-
NeHo HU ofiHoro cnydast MMAA. B Bo3paCTHOW rpynne
5-9 net 3abonesaeMocTb Yy OeBouyek Obina Bbille,
YEM y MarbuyMKOB, a BO BCEX OCTallbHbIX BO3PACTHbIX
rpynnax npeobnapanv nauuMeHTbl MYKCKOro nona
(pucyHok 4). Pacnpenenexuve feTteit No BO3PaCTHbIM
rpynnam B KOropTe MauUMeHTOB C uauonaTuueckon MAA
cooTBeTCTBYeT 0bLien rpynne. B koropte renatut-ac-
counmpoBaHHon MAA HambonbLlee uncno 3abonesLumx
Bbifio B BO3pacTHoM rpynne 5-9 net — 32 (43,3%),
HauMeHbLee — B rpynne 15-17 net — 6 (8,1%). MeauaHa
BO3pacTa 415 rpynrbl MALUMEHTOB C uamMonatuueckom MNMAA
cocTtaBuna 10,6 roga, ¢ renatuT-acCoLUMUPOBAHHON —
8,6 roga.

Mpu pacnpeneneHun nNauMeHTOB MO CTEMEHU
TaskecTu [MAA npeobnapana cepxTsaxenas dopma
3abonesaHuns — 266 (45,7%) neteit. Kputepum Tsaskenoi
chopmbl BbinonHanM 226 (38,8%) nauvenTtos. pynny
HeTsesnoi chopMbl 3abonesaHns coctaeunm 90 (15,5%)
peTei. AHanuaupys 3abosieBaeMoCTb BHYTpU KOropTbl

Tabnuua 4

PacnpeneneHne nauneHToB No HaUMOHANbLHOMY COCTaBy
Table 4

The distribution of patients by nationality

Yucno naumeHToB
Ka)kaom Haumo-

HauvoHankHocTs HanbHocTH, n (%)
Nationality Number of patients

per nationality,

n (%)

Pycckue
The Russians 474 (81,4)
TaTapbl
The Tatars 20 (3,4)
[larectaHubl
The Dagestanians 9(1,5)
TamKUKK, YeyeHupl
The Tadzhiks, the Chechens 8(2,7)
ApmMsiHe
The Armenians 7(12)
BaLukwpel, BypsATbl
The Bashkirs, the Buryats 6(21)
YKpauHLupl
The Ukrainians 5(0.9)
Kazaxu, AkyTbl 4(14)

The Kazakhs, the Yakuts

OceTuHbl, y36eku 3(1)
The Ossetians, the Uzbeks

KabBapauHLibl, KMPrusbl, HaraLibl, TYBUHLLbI,

yAMYypThI . : 2(1,7)
The Kabardians, the Kirgiz, the Nogai, ’
the Tuvinians, the Udmurts

AsepbaiimskaHLbl, BAaprUHLbI, EBPEV, KOMMU,

MOP[ABUHBI, LibiIraHe, YepKechl, YyBaLLn

The Azerbaijanians, the Dargins, the Jewish, the 1(1,4)
Komis, the Mordvinians, the Gypsy, the Circassians,

the Chuvashians

[pyras HaumoHambHOCTb* 7(1.2)

Other nationality*
MpuMeyaHue. * — opyrasi HeYTOYHEHHAs HALUMOHANIbHOCTb/HET AAHHBIX.

Note. * — other unspecified nationality/no data
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NaLMeHTOB C renaTuT-accouumMpoBaHHoii MAA, Habnioga-
€TCA TaKas e 3aKOHOMEePHOCTb, Kak U B 0bLLUel rpynne:
ceepxTsskenas — 43 (58,1%), tasenas — 25 (33,8%),
HeTaxenan — 6 (8,1%) naunexTos. Mpu naMonaTuye-

Tabnuua 5

ckoi AA pasnuumusa B uMcne NauneHToB CO CBEPXTH-
KEMNOW M TsKenon dhopMaMun MUHUManbHble — 43,9% wu
39,6% cooTBeTCcTBEHHO. BOo BCEX BO3pACTHbIX rpynnax
yucno geTen ¢ HeTAxenow dhopmoin 3abonesaHus bobino

[leMorpachuueckre faHHble NALMEHTOB 1 XapaKTepUCTMKK 3aboneBaHus

Table 5
Patient demographics and disease characteristics

AHanusupyeMble nokasatenu
Analyzed variables

Fenatut-accouuuposannas MNAA (n = 74) Wauonatuueckas MNAA (n = 508)
Hepatitis-associated acquired AA (n = 74)

Bcero (n = 582)

Idiopathic AA (n = 508) Total (n = 582)

Mos, n (%):

Sex, n (%):
MY)CKOM
male
SKEHCKUM
female

54 (73)
20 (27)

263 (52)
245 (48)

317 (54,5)
265 (45,5)

MenuaHa Bo3spacTa, rogpl
Median age, years

8,6 (1,0-17.8)

10,6 (1,0-17,9) 10,2 (1,0-17,9)

BospactHas rpynna, n (%):
Age group, years, n (%):

0-4 ropa

0-4 years

5-9 net

5-9 years

10-14 net

10-14 years

15-17 net

10-14 years

16 (21,6)
32 (43,3)
20 (27)
6(8.1)

72 (14,2)
164 (32,3)
148 (29.1)
124 (24,4)

88 (15,1)
196 (33.7)
168 (28,9)
130 (22,3)

CteneHb TskecTy, N (%):
Degree of severity, n (%):

cBepxTsKEnas

very severe

TA)enas

severe

HeTsKenas

non-severe

43 (58,1)
25 (33,8)
6(8.1)

223 (43,9)
201 (39,6)
84 (16.5)

266 (45,7)
226 (38,8)
90 (15,5)

MHI, n (%):
PNH, n (%):
MHr—
PNH-
MHI+ (HeiTpodourbl ¢ fedomumnTom GPI)
PNH+ (GPI-deficient neutrophils)
MHI < 1% (MMHOPHBIN KIOH) 15 (20,8)
PNH < 1% (minor clone)
MHT > 1% (605bLLUOM KIOH) 2(2,8)
PNH > 1% (major clone)
HET [aHHbIX 2
no data

55 (76,4)
17 (23.6)

lMpumeyanne. GPI = rnuko3nnghocghatmananHosuTosN.
Note. PNH — paroxysmal nocturnal hemoglobinuria; GPI — glycosylphosphatidylinositol.

PucyHok 3
PacnpeneneHne nauveHToB no nony u dopme 3abonesaHns
Figure 3
The distribution of patients by sex and type of disease
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PucyHok 4
3abonesaeMocTb NAA B 3aBUCMMOCTHU
OT Nnona v Bo3pacTa

Figure 4
The incidence of acquired AA by sex and age
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HanMeHbLUUM. B Bo3pacTHbix rpynnax 0—4 roga, 5-9 u
10-14 neTt valle BCTpeyanach cBepxTsskenas opMa.
B cpenHeM nogpocTkoBoM BospacTe (15-17 net) uucrno
naumMeHTOB C Tsaxenon dopmoi npeobnapano Hag
ocTanbHbiM1 chopmamu MAA (pucyHok 5).

N3 582 uyenoBek, BKMIOUEHHbIX B MCCIeLOBaHMWe,
onpepesneHve knoHa MNHI MeTogoM MpPOTOYHOW UKTO-
MeTpuUu Cpefiu 3pUTPOLMUTOB, MPaHYOLUMTOB M MOHO-
umToB npoBefeHo 569 naumeHtaM. KnoH MHI BbigeneH
y 241 pebeHka, uto coctaBuno 42,3%. N3 HUX MUHOPHBbIV
KNoH feTekTuposaH B 151 (26,5%) cnyuae, GonbLuoin —
B 90 (15,8%). Y 57,7% saboneswmx MAA knoH MHI He
obHapyskeH (pucyHok 6). Hannuwme knowa MHI BbisiBNeHo
Kak Mpy MaMonaTUYecKomn, Tak WM NpW renatut-acco-
unmposaHHoit MAA (Tabnmuya 5). NMpu nanonaTMyeckoil
MAA KknoH MHI obHapyskeH y 224 (45,1%) n3 497 naum-
€HTOB, 13 HUX Yy 136 — MUHOpPHBIN 1y 88 — BonbLuoii. Mpu
renaTuT-accoumupoBaHHou MAA knoH IMHI onpepenex
y 17 (23,6%) 13 72 naumeHToB, U3 HUX Y 15 — MUHOPHbIA
My 2 — BbonblUOW;, MEAMAHA KITOHA CPeaV 3pUTPOLIMTOB
cocrtasuna 0,048% (pasbpoc 0-0,28%), cpeau rpaHyno-
untos — 1,0% (pasbpoc 0-9,2%) u cpeay MOHOLMTOB —
2,25% (pasbpoc 0,01-16,6%).

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUA

MAA Bo BCeM Mupe ocTaeTcs pedkuM 3abonesaHueM.
BonbLIMHCTBO 3NMAEMMONOrUYECKUX UCCNEenoBaHuin,
MOCBALLEHHbIX JAHHON HO30/10rUK, BKIIOYaeT B3POCHOe
M BeTckoe HaceneHue. PaboT, B KOTOPbIX M3yyeHa
3aborneBaeMoCTb TOMbKO CpPeau AeTen, KpalHe Mano
[7, 9, 14]. NpoBegneHHOE HaMK UCCMEe0BaHWE NO3BOMMIIO
oxBaTuTb 97% petckon nonynsauum P® n npenctasntb
aKTyasbHYIO Ha CeroaHsALWHMN aeHb 3aboneBaeMocTb B
HaLLen cTpaHe.

YacTtoTa BcTpeyaemocTu [AA B pasHbIx pernoHax
MWpa oTnnuyaeTcs cBoew BapuabenbHocTbio. Hartung
u coasT. [1] B cBOel cTaTbe NpuBOAAT UMdpbl 3a60-

PucyHok 5

Pacnpenenexuve nauveHToB ¢ [MAA no cTeneHun TAXeCTH
B pa3HblX BO3PaCTHbIX rpynnax

Figure 5

The distribution of patients with acquired AA by severity in
different age groups
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neBaeMocTM 2 crnyyas Ha 1 MIIH LeTCKOro HaceneHus
B ron B EBpone n CesepHoin Amepuke. Ewe B ogHOM
KpynHoM EBponeickoM nccrnenoBaHuy, NpOBEAEHHOM B
BapcenoHe [2], yacToTa 3aboneBaHus cpeau B3pOCHIOit
W OeTCKOM nonynsumu coctaBuna 2,34 cnyvas Ha
1 MnH Hacenenus, Mpy 3TOM B OTAENbHbIX BO3PACTHbIX
rpynnax nauuneHtoB 2-14 net u 15-24 ropga — 1,68 u
2,16 cnyyast Ha 1 MNH HaceneHus cooTBeTCTBEHHO. C
[pYrov CTOPOHbI, B cTpaHax BocTouHon, I0ro-BocTouHom
un l0skHoW Asum 3abonesaemMocTsb [MAA B 2—3 pasa Bbiwe
[2, 4, 8]. Tak, N0 AaHHLIM KPYMHOrO 3MMAEMUONOrmYe-
CKOro uccnepoBaHus B Kopee, y feTein B Bo3pacTte A0
15 net 3abonesaemocTb [AA cocTtaBuna 5,6 cnyyas
Ha 1 MnH HaceneHus [7]. Cpeau meTtckoro HaceneHus
AnoHun BoisBneHa 3abonesaeMocTtb 4,79 cnyyasa Ha
1 mnH Hacenenus [14]. B Taunange [15] v NakucTtaHe
[16], roe B aHanua GbinK BKIIOYEHbl Kak AT, TaK W
B3poOcCIble, MOKasaTenb cocTaBun ot 3,9 oo 5 crnyvaes
(B 3aBMCMMOCTM OT pernoHa cTpaHbl) n 3,5 cnyyaes Ha
1 MIH HaceneHns cooTBETCTBEHHO. 10 AaHHbIM HaLLEero
3MNUAEMUOSIONMYECKOr0 UCCIeJ0BaHUS C NOYYEHHbIM
nokasartenemM saboneesaemoctu 3,1 cnyyas Ha 1 MIH
AeTCKOro Hacenexnus, PO 3aHuMaeT cpeanHHoe MecTo
Mexpay EBponeiickuMmu 1 A3naTcKMMK rocygapcTBamu,
4TO, BEPOSATHO, 0BYCNOBMEHO reorpadmyecknM noso-
seHueM cTpaHbl (B BocTouHoi Espone v CesepHoit Asum)
W ee MHOroHauMoHalbHbIM cocTaBoM. OgHako nokasa-
Tenb 3abonesaeMocTn B PD BCce e HeCcKombKo brivke
K 3anagHOMy, BEPOSATHO, 3a CYET NpeBasiMpoBaHns B
NCCMEeRoBaHNN NaLMEHTOB PYCCKOM HALMOHAMbHOCTM.
M3yuyeHne 3THMYECKOWN MpUHaAnekHocTn 3abo-
neBLMX MOKeT bbiTb BaHO npu HeobxoamMocTH
NpUMeHeHnsa npenapaToB, )apMaKOKUHETNKA KOTOPbIX
pasnunyaeTcs y nauMeHTOB a3MaTCKOro M HeasnaTCcKoro
MPOUCXOKAEHNSA, HaNpUMep, aroHncTa TpoMbonoaTu-
HOBbIX peLenTopoB anTpoMmbonara, NMPUMEHAEMOro B
coBpeMeHHbIX cxeMax neyenus MAA. o pesynbTaTam
KPYNHOro MCCrnenoBaHus Bblio BbIBMEHO, YTO Y Neau-

PucyHok 6
Pacnpepnenenune naumeHTos ¢ [TAA B 3aBUCUMOCTM OT
kroHa [MHI

Figure 6
The distribution of patients with acquired AA by PNH clone
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aTPUYECKMX NaLMEHTOB C ManoNaTMYeckon Tpomboun-
TONEHWYECKOW MYPNypPON a3naTCKOro MPOUCXOKOEHUS
hapMaKoKMHETMYECKME NOKasaTenu anTpombonara
OTMMYAIOTCH OT TAKOBbIX Y MaLUMEHTOB HeasMaTCKoro
npouncxomaeHus [17].

Kak 1 Bo BceM Mupe [2-4], B Haluelt cTpaHe npesa-
nupyeT uanonatuyeckasn MAA (87%). Torma kak no
umucny crnyyaes renatuT-accoummposaHHoi MAA (13%)
Mbl Npubnukaemcs K ctpaHam BoctouHon Asuum, roe atoT
nokasatesnb BapbupyeT oT 5 go 15% [12, 18, 19]. Tak,
Nno pesynbTaTaM KPYMHOro SIMOHCKOro MCCNeAoBaHus
[19], renaTtut-accounmposarHas MAA cpeam LeTCKoro
HaceneHus BoisBrneHa y 14% 3abonesLuunx. Mexay Tem, B
3anapHbIX CTpaHax AaHHbIVM BapuUaHT BCTPEYAETCH TOSbKO
y 2-5% nauuenTos [18, 20]. B HaweM nccrnenosaHum
MasibuYMKOB C renaTUT-accoLumMpoBaHHoi chopMoin 3abo-
neBaHusi 3aperucTpuMpoBaHo B 2,7 pasa bonblue, yem
LLEBOYEK, UTO SIBMAETCA OTNIMYMTENBHON 0COBEHHOCTBIO
aToro Buaa MAA v conocTaBMMo C MMPOBBLIMU NMOKasaTe-
namu [7, 19, 21-23]. Cpean nauMeHToB C MaMonaTuye-
ckov IMAA pasnuuunii No Nony He BbISBIIEHO.

Mo pesynbTatam Hawero aHanusa sabonesaHuve y
LeTen BCTPeYaeTCsA BO BCEX BO3PACTHbIX rpymnnax, npu
3TOM C Hambonbluel YacToToW y naumeHToB 5—9 ner.
MepnunaHa Bo3pacTa cocTasuna 10,2 roga, 4To He NpoTH-
BOPEUMT AaHHbIM nuTepatypsl [7, 9]. ObpallaeT Ha cebs
BHMMaHue, YTo B BOo3pacTe 0o 1 roga He bbino 3aperun-
CTpMpoBaHo HK opHoro cnyyas AA, BeposTHee Bcero,
B CBfI3W C TEM, UTO B AAHHOW KOrOpTE NaLMeHTOB npu
HanMuuM TPEXPOCTKOBOM LIMTONEHWUU B KPYr andodepeH-
LManbHOW AMarHOCTMKM B MEPBYI0 OYepedb BKIIIOYAIOT
BPOXAEHHbIE CMHAPOMbI KOCTHOMO3r0BOM HEfoCTaTou-
HOCTW, BPOXLEHHbIE AePEeKTbl UIMMYHWUTETA Y MUTOXOH-
npuanbHble 3abonesanus [11, 12].

CornacHo nuTepaTypHbIM MUCTOYHUKaM, Bonb-
LUMHCTBO 3ab0ONeBLUMX BbIMOSHAIOT KPUTEPUM, XapaK-
TEpHbIE AN CBEPXTSKENon u Tasenon dopm MNAA, c
HEKOTOpPbIM NpeBanupoBaHueM nocreaHen [2, 7, 16]. B
HalleM MccnepoBaHUn HanbomnbLUMA NPOLEHT ClyJyaes

npuLencs Ha cBepxTsaxenyio hopMy 3abonesaHus, 3a
WCKIMIOYEHNEM KOTOPTbI MaLMEHTOB CpefHero nogpocT-
KOBOr0O BO3pacTa, roe Taxenasa dopma okasanach
Hanbonee MHOrOYNCIEHHOM.

CouetaHnue MAA ¢ knoHom MHI™ y peTei BbIsBNEHO
B 42,3% cny4yaes, 4YTO He OTNIMYAETCH OT Pe3yrbTaToB
KPYMHbIX NCCMEQ0BaHWA, NOCBALLEHHbIX 3TOM TeMaTuKe
[4, 10]. UnTepec npencTasnset u TpebyeT AOMNOMHM-
TENIbHOr0 OTAENbHOr0 U3yYeHus rpynna renatuT-acco-
umupoaHHou MAA, npu koTopoit kKnoH MMHI™ BbisBREH y
23,6% NauMeHTOB, YTO BbILLE B CPABHEHUM C UMEIOLLN-
MUCS NUTEPATYPHBIMU faHHbIMU. B 0oHOM 13 nocnenHmx
MCCRNenoBaHui, NpeacTaB/IeHHbIX KOJIMTEKTVBOM aBTOPOB
u3 Kutas, npuseneHa umdpa 8,9% [24]. Takoe 3HaunMoe
OT/IMUME, BO3MONKHO, 06 BACHAETCA pa3HOM YyBCTBUTENb-
HOCTbIO METOAOB, KOTOPbIE MPUMEHANNCH ANA BbIABNEHNS
knoxa MMHT".

3AKITIOYEHUE

B Hawen cTpaHe Bhnepsble NPOBEAEHO KPYyMHOE
perucTpoBoe UCCliefoBaHne, NO3BOSIMBLUEE U3Y4YUTb
anupgemuonoruio MNAA cpeau netckoro Hacenexus. o
nokasatenio 3abonesaemoctn PO 3aHMMaeT cpeanHHoe
MecTo Mexay cTpaHamu EBponbl n Asun. OcHOBHbIE
3NUAEMUONOrNYECKME XapaKTEPUCTUKKN COMNOCTaBUMbI C
LaHHbIMWU MUPOBOW NUTEPaTYpbI.
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WiccnenosaHue nposeaeHo npu noanepskke doHpa <Hayka — getam».
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