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3a60/1eBaeMoCTb U pacnpoCcTPpaHeHHOCTb
peakux opm aHEMUU Y ieTEeHN
B OpnoBCKOU oGnacTu

ABTOp, OTBETCTBEHHbI! 3a NEePEnuUcKy:

ducioH MBaH BnagummpoBuy, Bpay-remMaTosior, 3aBefylolMil OTAeNeHUEM AETCKOW OHKoMoruu u rematonornn bBY3 OpnoBckoit o6n.
«Hay4YHO-KAMHUYECKUIA MHOTONPOdUIbHBIN LIEHTP MEAULMHCKOW NOMOLLM MaTepsaM u aetam um. 3.U. Kpyrnow», acnupaHT Kadeapbl Xupyp-
rMYECKUX AUCLMMNINH AETCKOro Bo3pacTa U MHHOBALMOHHbIX TEXHONOMMI B neauatpun MeanumHcKoro nietutyta @ro0y BO «OpnoBckum
rocyaapCTBEHHbIN YyHUBepcHuTeT umenn MU.C. TypreHesa»

Appec: 302028, Open, yn. OkTabpbeKas, a. 4, e-mail: fisyn@mail.ru

AKTyaZlbHOCTb. AHEMMUEN CTpafaeT TpeTb HaceseHuss mupa. [pobremaTtmke aHemMmuu MOCBSIEHO MHOXECTBO Hay4HbIX
ny6mMKaumi, npm 3ToM B CBSI3N C TRYAHOCTAMM MPpH OLlEHKE HEAOCTAaTO4YHO PACKPbIThbl YaCTHbIE BOMPOCH! 3a60/1€BaeMOCTH U
pacnpocTpaHeHHOCTH y aeTei peakux gopm aHemmmn (PDA) n xenezonepuumntHon aHemun (MKAA) Tsaxxenon ctenerdn. Lienb
uccnegoBaHnsa — n3ydeHune 3a601eBaeMOCTU U PacnpocTpaHeHHoOCTH Tsxxenon KA n POA cpean neteit OpaoBCcKoi obna-
ctn. MaTtepuanbl 1 meTogbl. Ha 6a3ze egmnHcTBeHHOro B Op/ioBCKOM 06/1aCTh JETCKOro OTAE/1I€HUSI FeMaTo/10rMm rnpoBeEAEHO
KOropTHOE 3MUAEMMNOJIOrMYECKOE MCCae0BaHMe nepBrUYHbIX 3ab01eBaHMi CUCTEMbI KPOBU y AETEN B BO3pacTe oT 5 gHen
[0 18 net. BKato4YeHne HOBbIX NalUMEHTOB MU QUKCaLMs COBbITUN (M3/1e4EHUE, CMEPTb, PELIMAMB, NOTePSs A5 HabogeHus)
OCYLLECTBAANNCH MPOCMEKTUBHO. Ha OCHOBaHMM MOy4EHHbIX AaHHbIX NPOBEAEH pacyeT rnoxkasaTtesei 3a60/1eBaeMoCcTi U
pacnpocTpaHeHHOCTH. CDOK KaTaMHeCTUYeCKoro HabaeHns coctasun 1-5 net. Pe3ynbtatbl. 3a 5 net 3apernctpmpoBa-
HO 175 HOBbIX cilydaeB 3abo1eBaHUIN KPOBU, M3 KOTOPbLIX aHain3y nognexann 160, B Tom Yyuciae 28 ciayqaeB Tsaxxeson XKAA
n 27 cnyqyaeB PPA. CpeaHuit nokasatesb 3abosieBaeMocTn Tskenon XK/A oKka3ascsl NpakTMYecKn paBHbIM pPacrpocTpa-
HeHHocTH u coctaBun 4,1 (ctaHAapTHOE OTKIOHEeHue (SD) = 1,5), POA — 4,0 (SD = 2,1) Ha 100 000 JeTCKOro HaceneHus.
CpegHui nokasartesib 3ab6071€BaeMOCTU Hac/ieACTBEHHbIM cpepoLmToldom coctaBmn 1,48 (SD = 1,38), B12-gepuuyntHon
aHemuen (B12-[JA) — 0,74 (SD = 0,90), npnobpeteHHoM annactmieckon aHemuen (AA) — 0,59 (SD = 0,81), 6eTa-Tanacce-
muen — 0,45 (SD = 0,66), ayToMMMYHHOH remoanTudeckon aHemumen (AMFA) — 0,44 (SD = 0,66), BpoxaeHHbiMu AA — 0,30
(SD = 0,66) Ha 100 000 getcKoro HacesieHusi. 3aKn4YeHne. 3a6071eBaeMOCTb M PacrnpoCTPaHEHHOCTb Tskesnon XKAA n
P®A cpean neteit OpaoBCcKoy 061acTv cornoctaBuma ¢ JaHHbIMWU MUPOBOM nTepaTtypbl. [Toka3aTesnb 3a60/1eBaeMoCT AeTel
B12-/]A paccyutaH BriepBble.

KnroyeBble cnoBa: 4eT1, 3a60/1€BaeMOCTb, PaclpOCTPaHEHHOCTb, ene304epULUnTHas aHeMuns, Hacl1eACTBEHHbIN chepo-
YMTO3, aniactmyeckas aHemusl, B12-pgepuuyntHas aHemus, Tanaccemmsi, ayTouMMyHHas reMOJIMTUYECKasl aHeMUS

Ansa untnpoBaHuns: PucioH U.B., KysHeroBa T.A. 3a601eBaeMOCTb U pacnpPoOCTPaHEHHOCTb pefKnx Gopm aHeMUK y feTei B
OpnoBcKon obnactu. Poccuiickui negmatpudeckmii x)ypHan. 2021;2(2):88-98. doi: 10.15690/rpj.v2i2.2338

BBEAEHUE

Mo paHHbIM BO3 (2011), pasnuyHble GbopmMbl aHeEMUU
onpenensioTca y TPETU BCEr0 HaceNeHWs mupa, npu 3ToM
Yallle Bcero cTpajaloT AeTU M XKEHLHUHbl PeNnpPOaYyKTUBHOIO
Bo3pacTta. AHEMUSA KaK KOMOPOUAHOE COCTOSHWUE acCoLMn-
poBaHa C NoBbIlEHHOM 3a601eBaEMOCTbIO U CMEPTHOCTbIO,
NPUBOAUT K 3HAYUTEbHOMY HapyWeHW0 KOTHUTUBHOIO
M NoBeeHYEeCKOro pa3suTtung geten [1-3].

0co60ro BHUMaHUS 3aCnyXKMBaloT xenesofeduunTHble
aHemuun (KIA) Taxenom cteneHun n pegkue GopMbl aHeMUK
(PDA), TpebytoLune cpoyHOro nposeaeHusa andbdepeHunans-
HOW OMarHOCTMKM B CTaLMOHapHbIX YCNOBUAX AN Bbi6opa
ONTUManbHOM TaKTUKKU Tepanuu.

B HacTosiuiee Bpemsa B Poccuickon depepalmm otcyT-
CTBYET €eAMHas cucTeMa yyeTa [eTeW, cTpajalolwmx pas-
JIMYHbIMK GOpPMaMu aHEMUU, B 3TON CBA3M UCTUHHANA 3a60-
1eBaeMOoCTb M pPacnpoCTPaHEHHOCTb AAaHHOW NaTonormu
W, B 4actHocTn, KA Kak camoi 4acton $GopMbl aHEMUU

n3yyeHa HegoctatoyHo. MHdoOpmaLma M3 OCHOBHOW CTaTu-
cTMyeckon Gopmbl yyeta 3aboneBaeMoctM MuHUCTepCTBa
3apaBooxpaHeHus Poccuinickon depepaumnn (dopma 12
«CBeageHnss 0 uucne 3abosieBaHUM, 3apPerMcTpmpoBaHHbIX
y 60MIbHbIX, MPOXUBAIOLNX B panoHe 06CyKMBaHWs neyeo-
HO-MPOPUNAKTUYECKOTO yyYpexaeHus») He anddepeHLnpo-
BaHa Ha OOLENpPUHATbIE B POCCUMMCKOW neauaTpuu BO3-
pacTHble KaTeropuu; oTpaxkaeT To/ibKo 3a60/1€BaeMOCTb Mo
rpynnam HO30/10r1i, NPU 3TOM HEe YYWUTbIBAET HACTOTY KOH-
KPEeTHbIX 3a60/1eBaHNI, B TOM 4YnUCEe Pa3nYHbIX POPM aHe-
MUK y aeTer. OTCYTCTBME TOYHbIX CTAaTUCTUHECKMX AaHHbIX
He6naronpuUaTHO CKa3blBAETCA Ha NAaHUMPOBAHUM IeYEHUS,
NPOPUNAKTUKM U peabunmTaLmm AETCKOro HaceneHusl, B TOM
yucne pauunoHanbHoM obecnedyeHun dapmnpenaparamu
M MEANLIMHCKUMW pacxogHbIMK MaTepuanamu [4].

bonee getanbHoe M3ydYeHUEe 3NUAEMUONIOTMYECKMX OCO-
6EeHHOCTEN aHeEMUM ABNSETCS HEOOXOAMMbIM YCNIOBUEM AN
CO3aHUs ONTUMabHOM MPOrpamMMbl KOHTpPOAs 3abonesa-
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€MOCTU M paLMOoHanbHOro nnaHMpoBaHUa 06bEMOB Meau-
LIMHCKOW NMOMOLLM, @ TaKKe co3haHnsa afleKBaTHbIX PEKOMEH-
Jauui No AMarHoCTUKE M Teparnuu Bcex TUMOB aHeMUM 4Ns
neanaTpoB NEPBUYHOrO 3BEHa.

LLE/Tb UICCNEAOBAHUA
MN3yyeHne 3aboneBaemMOCTM W pPacnpOCTPaHEHHOCTH
Tsxkenon OA n POA B OpnoBcKon o6nacTu.

MATEPUAJIbI U METOAbI

Aun3aiH uccnegoBaHus

MpoBeaeHO KOropTHOE 3MNMAEeMMONIOrMYecKoe Uccneao-
BaHWe rocnuTanbHbIX Cly4aeB BMnepBble BbISBAEHHbIX 3a60-
fieBaHWM CUCTEMbI KPOBM.

YcnoBus BbiNOJIHEHUA PaGoOThbl

MccnegoBaHume BbINOIHEHO Ha 6a3e nevyebHo-Npodunak-
Tnyeckoro ydpexxaenus (J11Y) OpnoscKkon o6nactu Il ypos-
HSl, OKa3blBaIOWEro LIeHTPaJM30BaHHY0 NMOMOLLb AETCKOMY
HaceneHuto No NPoPUAAM «remaTonorms» u «4eTcKas OHKO-
NIorms» B CTaLMOHApPHbIX U ambynaTopHbIX ycnoBusax — bY3
Opnosckon obnacty «Hay4yHO-KIMHUYECKMI MHOrONpPodUb-
HbIM LeHTP NOMOLLM MaTepaMm 1 aetam nmerHn 3.U. Kpyrnon»
(HKMU, nm. 3.U. Kpyrnon). Ha6op cnyyaeB B uccnegoBaHue
OCYLLECTBAANCS MPOCNEKTUBHO CM/OWHLIM METOLOM B Teye-
HMe nosHbIX 5 net ¢ 2015 no 2020 r. BKAtoYyeHUto nognerka-
N1 BCe NepBUYHble 60JIbHbIE, FOCMUTANIM3NPOBAHHbIE B OTAE-
JleHue LEeTCKOM OHKOJ/IOMMK U reMaTtofiornn ¢ 3aboneBaHuem
KPOBM KaK caMOCTOSTeNbHOW naTtonoruen. locne BbIMUCKK
M3 cTauMoHapa Bce AeTW Habnioganucb B KaTaMHese amby-
natopHo B Tom e JIMY; ob6cnegoBaHne nNpoBoAWSIOCH AN
BCEX MaUMEHTOB B AEKPETUMPOBAHHbIE CPOKM B COOTBET-
CTBMM C CYLLECTBYIOLMMU KIUHUYECKMMWN PEKOMEHAALIUAMM
B 3aBMCMMOCTM OT HO30/10rnK [5].

Mpn XOA v Bl2-pedunumtHon aHemun (B12-JA) getu
HabMloAaNUCh eXeMecsyHO A0 MOMHOro Bbl340POBAEHMS;

Ivan V. Fisyunl 2, Tatyana A. Kuznetsova!

Npu TSXKENbIX HEe3I0Ka4yeCTBEHHbIX 3aboneBaHusax (TH3)
W 3/10Ka4eCTBEHHbIX HOBOOGpa3oBaHUsx Kposu (3HO) — no
NoKasaHWsM, HO He pexe 1 pasa B rof Ha NpoTSKEHUU BCe-
ro nepvopa uccneaoBaHus.

[aHHble 0 nauMeHTax PerucTpupoBanucb Hemnocpea-
CTBEHHO MOCne MOMly4eHUs B SNIEKTPOHHOM Tabnuue-peru-
cTpe popmaTta Microsoft Excel. ToMMMO nacnopTHbIX AaHHbIX,
dMKCHMpoBanUCb CBEAEHUS O BO3HWUKHOBEHUM W Pa3BUTUM
nepBbIX CUMNTOMOB 3a6oneBaHus, JaTe YCTaHOBAEHUS ana-
rHO3a, MPOBOAMMOM JIEYEHMM, CPOKaxX rocrnuTanusaumm,
faTe BbI3JOPOBNEHMA ONS M3NeYnMbIX 3ab6oneBaHUn, aate
nocnegHew ABKKU, aate cMepTu 1 ap.; 0 daKTopax pucKa pop-
MWPOBaHUs 3ab6oneBaHns (BO3pacT, NoJi, HacNeACTBEHHOCTb,
TEPPUTOPUS MPOXKMBAHMKSA, COLMaNbHO-6bITOBLIE YCNOBMS,
MacCO-pOCTOBblE MOKazaTeNu, Xapaktep MuUTaHus, YactoTta
MHPEKLMOHHbIX 3a601eBaHU, KOMOPOUOHbBIM (OH); a TaKKe
0 NpeaBapuTeNbHOM U BEPUOULIMPOBAHHOM AMarHo3ax.

OanH pas B rog NpoBOAMAacb PEBM3WUA MONYHEHHOrO
perncTpa Ans OUEeHKM pa3mepa BblGOPKK, CTAaTUCTUHECKOrO
aHanns3a 1 UcnpasBiieHUss BO3MOXHbIX OWMOOK. BHOCHMAUCH
JaHHble 06 ncxoaax, AMHaMMUKE KIIMHMYECKOro cTaTyca nauu-
€HTOB, UX NoTepe Ans HabngeHUs an 06 UBMEHEHUN Aua-
rHO3a B npouecce KaTaMHeCcTU4YecKoro HabnaeHus. Mtoro
Mo COCTOSIHUIO Ha 1 anpens Kaxaoro roga U3 5 net Habnwae-
HUSt onpeaeneHbl 5 TOYEeK KOHTPOS MCCefoBaHus.

Y4yacTHUKU uccnegoBaHus

3a nepuoa uccneaoBaHUs peructpaumm noanexanu Bce
nauueHTbl ¢ BNepBble BbiABNEHHbIMW 3a60M1eBaHUSIMU KPO-
BMW, B ToM yncne 3HO, TpebytoLine rocnutannsaymm.

KpuTepuun BKIOYEHUS:

nauueHTbl B Bo3pacTte oT 5 gHen go 17 net 11 mec 29

OHewn;

Hannyme 3aboneBaHUs KPOBW KaK CaMOCTOATESIbHOM

HO30M10rnK, Tpebytollen AUArHOCTUKU W/UAN NedyeHus

B YC/IOBUSIX KPYrNMOCYTOYHOrO CTaLlMoHapa;
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Incidence and Prevalence of Rare Forms of Anemia in Children
of Orel Region

Background. Anemia affects one third of the world's population. Many scientific publications are devoted to anemia. Side issues of
morbidity and prevalence of rare forms of anemia (RFA) and severe iron deficiency anemia (IDA) in children are not sufficiently covered
due to difficulties with its assessment. Objective. The aim of the study is to study incidence and prevalence of severe IDA and RFA
among children of Orel. Materials and methods. Cohort epidemiological study of primary blood system diseases in children aged from
5 days to 18 years was conducted based on the only children's department of hematology in Orel region. Inclusion of new patients and
event fixation (recovery, death, relapse, loss for observation) were performed prospectively. According to the obtained data, incidence
and prevalence rates were calculated. Follow-up duration was 1-5 years. Results. 175 novel cases of blood diseases were recorded
over 5 years. 160 were subject for analysis, including 28 cases of severe IDA and 27 cases of RFA. The mean incidence rate of severe
IDA was almost equal to its prevalence and was 4.1 (standard deviation (SD) = 1.5), RFA — 4.0 (SD = 2.1) per 100,000 of children
population. Mean incidence rate of hereditary spherocytosis was 1.48 (SD = 2.1), megaloblastic anemia (V12-DA) — 0.74 (SD = 0.90)
acquired aplastic anemia (AA) — 0.59 (SD = 0.81), beta-thalassemia — 0.45 (SD = 0.66), autoimmune hemolytic anemia (AIHA) — 0.44
(SD = 0.66), congenital AA— 0.30 (SD = 066) per 100,000 of children population. Conclusion. The incidence and prevalence of severe
IDA and RFA among children of Orel region is comparable to the world literature data. The incidence rate of children with megaloblastic
anemia was calculated for the first time.

Keywords: children, incidence prevalence, iron deficiency anemia, hereditary spherocytosis, aplastic anemia, megaloblastic anemia,
thalassemia, autoimmune hemolytic anemia
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OpuruHanbHble cTaTby

NOCTOSIHHOE MpPOXUWBaHWe Ha Tepputopnn OpPNOBCKOM

obnacty;

nepBas B }XM3HW rocnutanMsaums no nosoay 3abonesa-

HWUS KPOBM;

MHPOPMMPOBAHHOE COrlacue Ha UCMoNb30BaHUE Pesysb-

TaToB 06CNEA0BAHUS U NIeYEHNS C HAYYHOM Lienbio, Noa-

nMUCaHHOE 3aKOHHbIM npefcTaBuTenem pebeHKka Wu

caMUM NauMeHToM B Bo3pacTe ctapuwe 15 net.

KpuTepuu UcKnoveHus:

HECOOTBETCTBUE KPUTEPUAM BKIIIOHEHHS;

HEBO3MOXHOCTb HabNoAEHUS B KaTaMHe3e (415 pacyeTa

pacnpocTpaHEHHOCTH);

COMHEHMS B AOCTOBEPHOCTM AnarHosa.

Moao obuwen Koroptonm MNoHMManacb rpynna nauueH-
TOB C NEepBUYHbIMKM 3a60MEBAHUAMU KPOBW, BKIOYEHHbIX
B uccnegoBaHue, Habntogaemas B Te4eHUe BCero nepvoaa
Tepanuu 4O MOMEHTa Bbl3A0OPOBAEHHNS, CMEPTU UM OKOHYa-
HUA uccnegoBaHus. B xone nccnegoBaHumsa M3 obLLen Korop-
Tbl OTAENbHO BbIAENSANANCH KOropTbl MauMeHTOB, CTpajato-
WKMX pas3nnMyHbiMKM GopMamMmn aHEMUK C LIENbIO HabnaeH s,
a TaKKe pacyeTta 3a601€BaeMOCTU M PacnpPOCTPaHEHHOCTH.

Ona noatBeprKaeHWs 3aboneBaHUs KPOBU MPUMEHSN-
Ccf BeCb HEeOo6XOoAMMbIM CNEKTP KIWMHWKO-TabopaTopHbIX
M MHCTPYMEHTAaNbHbIX MCCNeaoBaHUMM — B 3aBUCUMOCTH
OT TMNa NaToNoOrMKU U C Y4ETOM CyLLECTBYIOLMX CTaHAapTOB
N KIIMHUYECKUX peKomMeHaauum [5].

B cnyyae HanuMuyns aHemMuMM KakK CamMOCTOSTENbHOMO
3a60/1€BaHNS PErnCTPMPOBANUCE KIIMHUYECKME MNposiBne-
HWS aHEMMYECKOTO U APYrMX aCCOLMMPOBAHHbLIX C aHEMUEN
CUHAPOMOB (LUBET KOXHbIX MOKPOBOB M CIAMU3UCTbIX 0060-
NloYeK, AMCTPodUS NPUAATKOB KOXM, M3BpalleHWe BKyca,
YyacToTa nynbca M AblXaHUs, TONEPAHTHOCTb K PUINYECKUM
Harpy3skam, HEBPOJIOrMYeCcKre HapyLlleHus). [Ins BbiSBAEHUS
KOMOP6UAHbIX COCTOSSHUMM MNpU HEOOXOAMMOCTU MCMNOSb30-
Ba/IMCb AOMONHUTENbHbIE NabopaTOPHO-UHCTPYMEHTabHbIE
METOAbI: YNbTPa3BYKOBOE MUCCNe0BaHWeE OpraHoB GpIoLLIHOM
NosIoCTU U NoYeK, dpubporacTpoayoeHOCKONKs, ncenenosa-
HMe ocafKa MOYM, Kan Ha CKPbITYI0 KPOBb, PEKTOPOMaHO-
CKOMMUS, KOSIOHOCKOMMUS, peHTreHorpadusa opraHoB rpyaHomn
KNETKM.

MpKn NOAO3PEHMU Ha aHEMMIO 41K YCTAHOBIEHUS AMarHo-
3a ucnonb3oBanucb Kputepmmn BO3 (2008): CHUXKEHME YPOB-
HS remorno6uHa meHee 110 r/n B Bo3pacTte 6 mec — 4 neT
11 mec, meHee 115 r/n B Bo3pacte 5 net — 11 net 11 mec
n MeHee 120 r/n B Bo3pacTe ctapue 12 net[6]. NoKkasaHuem
4NS rocnuTann3aummn ABASUCL TAXKenas CTeneHb aHeMWM
(ypoBeHb remornobuHa meHee 70 r/n), NOAoO3peHUE Ha pea-
Kyto GopMy aHEMUU, TPYAHOCTU AnddepeHLnanbHON guarHo-
CTUKMU, a TaKKe HebnaronpusaTHbIM KOMOPOUAHBLIN GOH U/ MUnun
HebnarononyyHbin colmanbHbIi cTaTyc.

[loMMMO o6Liero aHann3a KpPoBM, BbLIMNOJHEHHOIO Ha
aBTOMaTMYECKOM remMaToflorMyecKom aHanusatope Sysmex
XN-1000 (Sysmex Corporation, AnNoOHUSA) C py4YHbIM KOH-
Tponem nemkopopMysbl U PETUKYIOLUTOB, Ha aBTOMaTuye-
CKOM 6noxumMunyeckom aHanmnsartope Sapphire 400 Premium
(TOKYO BOEKI MEDISYS Inc., AnoHuKa) nccnegoBanncb Hau-
6onee BaxHble Ana anddepeHLmanbHOW AMarHOCTUKK aHe-
MWK BUOXMMUYECKME NOKa3aTeNnN CbIBOPOTKU KPOBU (06LLMM
6€enokK, anbbyMnH, 6UNNPY6bUH 1 ero dpaKkumu, nakTaTgeru-
aporeHaza (J14I), C-peaktnBHbiM 6enok (CPB), moyeBuHa,
KpeaTuHUH, GEPPUTUH 1 NpP.).

[Ons UCKIOYEHUS aHEMUU BOCNaneHus ypoBeHb Gpeppu-
TMHa Kak ocTpoda3oBoro 6efika ConocTaBasaics ¢ YypOBHEM
CPB. Hanunuyve TUNWYHbIX KIWHMKO-NabopaTopHbIX MPU3Ha-
Ko MIA (cuaeponeHnYecKun CUHAPOM, MUKpOLMUTapHas
FMNOXPOMHas aHEMMUS) B COYETAHUMM C HOPMaSbHbIM WK
NOBbIWEHHBIM YPOBHEM (GEPPUTUHA U BbICOKUM YPOBHEM

CPBb pacueHuBanncb Kak aHemuss BocnaneHus. [llocne
MoWCKa M CaHalLMKW BOCMaMUTENbHbLIX O4aroB NPOBOAMIACH
NoOBTOPHAas OLEHKa YPOBHS remMornobuHa n depputmnHa; npm
NOATBEPKAEHUN HUBKOIO YPOBHS beppuTUHaA AaHHble Chy-
Yyaun oTHocunuchb K rpynne MOA.

MoaTBepKaaloUMe aMarHoctTuyeckne TecTbl ans PPA
BbIMOMHANUCE KaK B YacTHbIX KIMHWYECKUX nabopaTopu-
AX o6nactn, Tak U B nabopatopusx degepanbHOro rocy-
[apCTBEHHOrO OKOXKETHOrO yyperaeHns «HauuoHanbHbIN
MEANLMHCKMIA UCCNefoBaTEeNbCKUM LEHTP OETCKOW rema-
TONOrUKU, OHKONOTUM W UMMYHONOTUM WMMEHU [OAMUTpuUS
Porauyésa» (HMUL, AFON mum. [. Porayésa) n deaepanbHOro
roOCyAapCTBEHHOrO GIOAXETHOIO HAYYHOrO Yy4YpexaeHus
«MeanKO-reHEeTUYECKMIM Hay4YHbIM LLEHTP MMEHU aKademuKa
H.IM. BoukoBa» (MIHL, nm. akag. H.IM. Boykosa). Ana audde-
peHuManbHON AMArHOCTUKM FEMOSUTUYECKOM aHEMWMU MNpo-
BOAMINCL MPSIMOM U HEMPAMOM aHTUINOBGYIMHOBbLIE TECThI,
anekTpodopes dpaKLUin reMornobuHa; ang MakpoLuMTapHbIX
aHemMu — OLEeHKa MMWenorpaMmbl, YpOBHS BUTamuHa B12,
$onneBon KNCNoTbl ¥ rOMOLMUCTEMHA B Mia3mMe KpoBM; ANs
annactuyeckon aHeMunn (AA) — OLLEHKa Muenorpammebl, Mop-
donornyeckoe uccnegoBaHune TpenaHobmonTaTos NOAB340LW-
HbIX KOCTEN, BbIMOMHANNCH LUUMTOrEHETUYECKNE NCCNEfOBaHMS
KOCTHOrO MO3ra, onpegeneHve AavHbl TeloMep, BEUYUHbI
K/IOHa NapoKcM3MalnbHOW HOYHOW FreMOrO6UHYPUM Ha KeT-
Kax KpoBW (MaTONOrMYEeCKOM KIETOYHOW nonynsuumM cpeau
3PUTPOLMTOB, rPaHYNOLUTOB U MOHOLMTOB C AedEKTOM KOM-
NJeMEHT-PErynmpyomnx 6e1KoB Ha MOBEPXHOCTU KIIETOYHOM
MeMOBpaHbl, KOTOPbIM MPUBOANUT K UX U3BBLITOYHOMY KOMMe-
MEHT-0MoCcpeaoBaHHOMY pa3pyLUEHUID), TECT C AMIMNOKCHOY-
TaHOM ([3b-TecT), BbICOKOMPOAYKTMBHOE CEKBEHUpPOBaHWe
reHoma (NGS-naHenb); npuM Noao3peHnn Ha 6GeTa-Tanacce-
MWUIO — CEeKBEeHUpoBaHWe reHa HBB (reHa, KogupytoLlero
6eTa-Lenb MOSIEKY/bl reMoriobunHa A, — B ciyvyae mMyTaLuu
reHa u notepu OAHOM WM OBYX 6eTa-uenen dopmupyeTcs
Manas unu 6onblias popma 6eTa-Tanaccemumm).

C uenbio MUHUMM3ALMKU PUCKA AMArHOCTUYECKMUX OLLK-
60K npoBoOAMSIOCL HabNOAeHME MauMEeHTOB B KaTamHese.
B 3aBMCMMOCTM OT TMMa HO30/10M1M C LIE/bIO MOATBEPKAEHMUS
TEKyLLero cratyca no 3a6ofieBaHunto, MOMUMO KIIMHUYECKOTO
obcnegoBaHUa M O6LLEr0 aHanu3a KpPOBM, BbIMOMHANUCH
pa3nnyHble cneLmanbHble NabopaToPHO-UHCTPYMEHTaNbHbIE
nccnenoanua (ana A — ypoBeHb peppuUTHMHa; Ans remo-
JINTUYECKUX GOPM aHEMUN — YPOBEHb MAPKEPOB reMonnsa
B CbIBOPOTKEe KpoBM, Y3WN opraHoB GPIOWHON MOAOCTU AN
OLLEHKM COCTOSIHMSA CENE3EHKM, KEMYHOrOo My3bIps 1 np.).

MepemeHHbIe

Ona Bcex BMepBble AMArHOCTMPOBaHHbLIX 3abofeBa-
HWUM KPOBM WccnegoBaHWe OblNo OrpaHU4eHO BPEMEHHbI-
MW WHTEpPBanaMu Havana M OKoH4YaHusa (01.04.2015 —
31.03.2020), To ecTb NnepBas TOYKa KOHTPOS npuLuiacb Ha
01.04.2016, nocnegHaa — Ha 01.04.2020.

B xofe npoBefeHus uccneaoBaHus, NOMUMO HEKOPPEK-
TUPYEMbIX MPEAMKTOPOB pas3BUTUA 3aboneBaHUin KPOBMH,
TaKMX KaK Mof, BO3pacT, TEPPUTOPUS MPOKMBAHUS, pPEru-
CTPMPOBANNCh M HE3AaBMUCHUMbIE NEPEMEHHbIE, OTpaKatoLune
KOHKpPETHble M3MEHEHWS KIIMHMYECKOro craTyca nauueHTa
C TeYEHMEM BPEMEHMU.

Taknm o6pasom, Ons PUKcauum cTapta U OKOHYaHMUSA
HabnoAeHns onpeaeneHbl HavyalbHble U KOHEYHble TOYKM
nccnegoBaHua (tabn. 1).

HavyanbHble TOYKM M KOHEYHbIE TOYKM (MCXOabl) PUKCHU-
poBasnCb B PErucTpe HemnpepbiBHO, a aHanuM3uMpoBasuChb
€}KEerogHo B 5 TOYKax KOHTPOASA MO COCTOSHUIO Ha 1 anpe-
N9 Ka)Xgoro roga vccnepoBanus. Mo 3aBeplleHUn CPOKOB
KaTaMHEeCTUYeCKOro HabnloaeHns nauueHTbl ¢ pesynbra-



Ta6nuua 1. CnoBapb He3aBUCUMbIX NEPEMEHHbIX A5 ONpeaeneHust HauyanbHbIX U KOHEYHbIX TOYEK
Table 1. Dictionary of independent variables for defining initial and end points

Touku 0Go3Ha4YeHue
uccnepoBaHusa nepemMeHHON
HavanbHble HoBbli cnyyan
JleyeHune npoponKeHo
N3neyenne
JleyeHue 3aBeplueHO
KoHeyHble

YcnelwHoe neyexve

Peunauns

OnpeaeneHne nepeMeHHON

Cnyyaw 3a6oneBaHus KPOBM, KOrja AMarHo3 YCTaHOBJ/IEH BMEPBble B XU3HU

Cny4am, BKIIOYEHHbIW paHee KaK HOBbIW, HO 60/1bHOM He 3aBepLUnS Ie4eHNEe Ha MOMEHT
€)XXeroHoM TOYKMN KOHTPONS

Cny4yalt NOMHOro BbI3AOPOBAEHWUS MO pe3ynbTataM KOHTPONbHOro 06CnefoBaHUsA U
HabnoaeHUs B KaTaMHese

Cnyyaw, Koraa nevyeHune 3aBepLleHo, HO NaLUEHT HEe MOXET CYUTaTbCH NOHOCTLIO U3ne-
YEeHHbIM [0 OKOHYaHWS CPOKOB KaTamMHecTuyeckoro Habnwogernus (3HO u TH3 Kposu
nocine yCnewHoro nevyeHuns)

CyMMa cfiydaeB C pe3ynbTaToM «M3MlIeHeHner» U J1e4eHne 3aBepLleHo»
Cnyyav BO3BpalleHWs CUMNTOMOB 3a6051eBaHUa noce pesy/bTaTa «yCrelwHoe neyeHmne»

Cnyyav cmepTu nauueHTa no No6ow U3 NPUYMH A0 Havyana, BO BPeEMS NPOBEAEHUS UK

CmepTb

nocne ycneuwHoro se4eHna

Motepsa ang nocnepytowero | Cnyyan notepu Ana HabnoaeHUs NauneHTa 4O MOMEHTa ero U3nevyeHus Uin OKOHYaHus

HabnogeHus ncenegoBaHma

TOM «M3/Ie4EHME» UCKIOYANWUCh M3 AanbHENWero aHanansa
1 HabnaeHus.

3aBepLIMBLIMMU UCCIEAOBaHME U MOANEKALLMMK aHaNN-
3y CYUTaNMUCh Ciyyau, coctosiwme B permctpe Ha 01.04.2020
C UCXOA0M «yCMeLHOe SIeYeHne», «NPOA0IKAET IeYeHNE» UK
«CMEpPTb».

MauneHTbl ¢ 3HO 1 TH3 KpoBU Nocne 3aBepLlIeHUs Tepa-
nUKW / TpaHCMAaHTaUMW KOCTHOrO MO3ra QaKTUYECKU CUu-
Tanucb 340POBbLIMU U OTHOCMIMCH K 3aBEPLUMBLUMM UCCe-
[JOBaHWe, NPOLOMKANM y4yuTbiBaTbC A0 5 NET ¢ MOMEHTa
BbI30POB/IEHUS, HO B JaNbHEWLIMI aHaNn3 He BKIOYaMCh.

UCTOYHUKM faHHbIX

[na aHann3a anuaeMmnosIorM4ecKnX XxapaKTepucTUK aHe-
MWW M3 MOJNYH4EHHOrO0 perucTpa B3STbl cClydau BMepBble
BbISIBIEHHON aHEMMWM KaK CaMOCTOATEIbHOro 3a60eBaHus.

OLWMOKU cMeLLeHUsa

M3 OKOHYaTeNbHOro aHanM3a WMCKIOYEHbI BCE ClyyYau
aHeMWUn y geten Jo 29 gHeN U3HU, aHeMUU HeOHOLWEHHbIX
n XIOA nerkom u cpegHen CTeneHuW TAXKECTUM KaK He noja-
nexaluime ageKBaTHOM 3MMAEMUONOIMYECKON OLIEHKE (aeTu
C aHeMMWen HeJOHOLLEHHbIX HaX0AaTCs B OCHOBHOM B PO/I0B-
cnomMoraTtenbHbIX ydypexaeHunsax obnactu; aetm ¢ XIA, 3a
WUCK/IIOYEHNEM aHEeMWUW TSXKENOW CTeneHu, Kak npaBuno,
HabnogaTca ambynaTopHo, T.€. BbIGOPKa AN aNnaAeMMUono-
rMYecKoro uccneaoBaHns HeAOCTOBEPHA).

B cnyyae BO3HMKHOBEHWS COMHEHWW B JOCTOBEPHOCTU
auMarHo3a Ha ntobom aTtane HabnaeHUs NPOBOAUINCHE Tene-
MeauLMHCKKe KoHeynbTaummn ¢ HMUL, ArOU um [. Porayésa.

Mpu HeaBke geten ¢ 3HO 1 TH3 KpoBM Ha KaTaMHECTU-
yeckoe obcnegoBaHue B TeyeHue 1 roga Ans npenotspa-
LEeHMsa NoTepu NauueHToB AN HaGNIO[EHUS B €XerofHblx
KOHTPOJIbHbIX TOYKaX MPOBOAMACS OMPOC 3aKOHHbIX NpeacTa-
BUTENEN NaLMeHTOB No TenedoHy Ans akTyanmMsauum ctatyca
C pEKOMEHAALMEN IBKM HA KOHTPOJIbHbIM ocMoTp. [pn HesB-
Ke [0 cneaytouler KOHTPOIbHOM TOYKM NaLMEHT UCKIoYancs
W3 JanbHEeNLWero pacieta MOMEHTHOM PacnpoCTPaHEHHOCTH.

KonunyecTtBeHHble NepeMeHHble

MauneHTbl pacnpegensnmMcb No BO3pacTHbIM rpynnam
B COOTBETCTBMWM C COLIMASNIbHbIM MPUHLMNOM Kiaccuduka-
LMW OEeTCKOoro Bo3pacTa, Haubonee 4acTto MCMOoNb3yemMbiM
B Poccuitickon depepauunun: 29 aHen — 1 rog; ot 1 roga Ao
3 net; or 3 40 7 net; otr 7 o 11 net ana AeBOYEK U oT 7 Jo

12 net ana ManbyYMKOB COOTBETCTBEHHO; oT 12 o 17 net 11
Mec 29 gHew n ot 13 go 17 net 11 mec 29 agHen [7].

[na OUEeHKU pacnpoCTPaHEHHOCTU B 3aBUCMMOCTWU OT
TEPPUTOPUM NMPOKMBAHUS CyHau rpynnmMpoBasuCh C yH4ETOM
GaKTUYECKOro MecTa XUTenbCcTBa pebeHKa (ropoa, Ceno).

CTaTucTMYEeCKne MeToabl

[Onsa cTtaTUCTMYEecKon 06paboTKM AaHHbIX MPUMEHSNCH
nakeT npuknagHblx nporpamm STATISTICA 6.0 (StatSoft Inc.,
CLLUA). AHanuM3 cOOTBETCTBUSA BMAa pacnpeaeneHus npu-
3HaKa 3aKOHYy HOPMafbHOrO pacnpeneneHus NpoBoAMICS
C Ucnonb3oBaHneM Kputepusa Konmoroposa—CMupHOBa.

KonnyecTBeHHbIe NeEpemMeHHbIE C HOPMalbHbIM pacnpege-
JIEHWEM BENUYMH onucaHbl B dopmaTte M (SD), rae M — pas-
Mep cpeaHero 3HavyeHus, SD — ctaHaapTHOE OTK/IOHEHHME.

KonuyectBeHHblE BENMYMHBI, HE COOTBETCTBYIOLME HOP-
MallbHOMY pacrnpegeneHuto, npeacraBsneHsbl B ¢opmate Me
(A; B), rae Me — meaunaHa, A 1 B — cOOTBETCTBEHHO 25-1
W 75-1 nepueHTUnn (1-1 1 3-n KBapTUIn).

Ona n3dyyaemblx GOPM aHEMWUU E€XEerogHo MnpoBOaAWSI-
Csl pacyeT cnefylolmx CTaTUCTMYECKMX MOKasaTenen Ha
100 000 HaceneHusi COOTBETCTBYIOLWErO BO3pacTa.

3a6oneBaemocTs (Incidence) — exxerogHas u cpeaHas
3a 5 ner.

PacnpoctpaHeHHOCTb KymynatuBHasi (Cumulative
Prevalence; Pc) 3a 1-5 ner.

[ns 06bEKTUBM3ALIMM OLIEHKM YMCNa MaLMEHTOB, Haxo-
ASIWMXCA NOA HAabNAEHWEM B TEKYLEM rody, BBEAEH AOMNO-
HUTENbHbI MOANDULIMPOBAHHbLIW pacyeTHbI NOKa3aTenb.

PacnpocTtpaHeHHOCTb MOMeHTHasi exxerogHas (Point
Prevalence; Pp) paccunTbiBanaCb KakK OTHOLUEHWE 4ucha
BCeX cny4yaeB 3a60/1eBaHNs HA MOMEHT KOHTPOJIbHOM TOYKM
(1 anpensa Kaxgoro roga HabntoaeHUs) K YACNEHHOCTU Hace-
JIEHUs1 COOTBETCTBYIOLLErO BO3pacTa Ha JaHHOW TEPPUTOPUM
B TEKyLeM rogy no ¢opmyne:

Pp = (A x 100 000) / N,
roe Pp — MOMEHTHasi pacnpocTpaHeHHOCTb; A* — yucno
BCEX cflydaeB 3ab0/eBaHUS Ha TEKYLMIN NepUOS BPEMEHM;
N — 4McneHHOCTb AeTCKOoro HaceneHus OpaoBCKOW obnacTu

Ha MOMEHT aHanu3a (baKTUYeCKn paBHa YUCNEHHOCTU AeT-
CKOr0 HaceneHus B TEKYLLEM roay).

lpumeyaHue. <*> — A = «<HOBbIV Clydan» + v1edeHue NPOLOIKEHO» +
«peunanB» — «CMepTb» — «yCMELIHOe le4eHner — «moTeps AN nocne-
Jyloulero HabnaeH s » 3a NepUoS Mexay AByMs TOYKaMu KOHTPOS.
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Clinical Observations

OpuruHanbHble cTaTby

B cBfi3K ¢ peaKoCTblo M3y4aeMon NaTonormn B Uccneao-
BaHMUW NpUBeAEHbl TONbKO pe3ynbTaTbl ONUcaTelbHOM CTaTu-
CTUKKU. CpaBHUTENbHAsA CTAaTUCTMYECKas OLleHKa AaHHbIX He
npoBOANNACh.

PE3YJIbTATbI

Y4yacTHUKHU uccnefoBaHua

Bcero KputepusiM BK/IIOYEHWS B MCCNefoBaHWE COOT-
BETCTBOBaAM U OblnM BKAOYEHbl 175 mauMeHToB C Bnep-
Bble BbIIBIEHHbIMX 3a60/1€BaHUAMU KPOBMK, B TOM 4yucne
44 naumeHta B 2015 ., 27 — B 2016 T, 39 — B 2017 1.,
32—82018r.m33—B2019T.

M3 4yncna BKIOYEHHbIX MOMHOCTbIO 3aBEepLlIna Uccne-
poBaHue 171 nauueHT (97,7%). 3a Bpemsa uccneaoBaHus
notepsiHol ans HabnwogeHus (lost to follow-up) 4 nauuneHTa
(3 maumeHTa ¢ NOATBEPKAEHHOM OCTPON UMMYHHOM TPOM6GO-
LMTOMNEHMUEN HE SBMANCH HA OCMOTP MOC/E BbINMUCKKU U3 CTa-
LMOHapa, 1 naumeHT C OCTPbIM MUENONENKO30M NOCNe BepHU-
dMKauMKM gnarHo3da nepeexan B ApPyron pervod). JaHHble
cnyyau 6blM UCNONb30BaHbl ANs pacyeTa 3a601eBaeMoCTy,
HO MCKIOYaNNChb B COOTBETCTBYIOLLMX TOYKAX KOHTPOAS Npwu
pacyeTe MOMEHTHOM pacnpPoOCTPaHEHHOCTH.

B KaxOoW KOHTPONIbHOM TOYKe Mpu pacyeTe 3aboneBa-
€MOCTU M PacnpoCTPaHEHHOCTU UCKIOYaNUCh Cly4an 4acTo
BCTPeYalolmxcs BMLOB aHEMWUU, B TOM YMCNE aHEMWUU HeAo-
HOLEeHHbIX (n = 11), }X[JA nerkom u cpegHewn CTeneHn TAKeCTH

(n =4), aHemuu BocnaneHus (n = 0) KaK He Nnoanexalue agex-
BaTHOM CTaTUCTUYECKOM OLIEeHKe (cM. MaTepuanbl U MeTOAbl).
Bcero ans pacyeta 3a6o1eBaeMoCT! U3 06LLEN KOrOpThI
(n = 175) oto6paHo 160 cnydyaeB (MCKIOYEHbl 15 cnyyaeB
4acTo BCTpeYvaloLlnxca BUA0B aHeMun) (Tabn. 2). [ns pacye-
Ta pacnpocTpaHeHHOCTN oTobpaHo 156 cnyyaes (M3 06LLEN
KOropTbl MUCKYEHbl 15 chnydyaeB 4acTblX BUAOB aHEMUM,
a Takxe 4 nauueHTa, NoTePSAHHbIE ANna HabnaeHns).
Cny4yaeB W3MEHEHWs [uarHosa, YCTaHOB/IEHHOro Ha
MOMEHT perncrpaumu, B npoLecce HabaoaeHus He 6bino.
Bcero B exerogHblx TOYKax KOHTPOAS BbINOAHEHO
443 OUeHKM NepemMeHHbIX (HOBbIW Cydan, u3nevyeHue, neye-
HWe NPOJOSIKEHO, le4eHUe 3aBEPLLEHO, YCMELLHOE fleYeHmne,
peunans, cMepTb, NOTePS 419 nocneayLwero HabnaeHms).
Ha MOMEHT OKOHYaHus WUccnefoBaHUs (MocnedHsas TOYKa
KoHTpona — 01.04.2020) ycnewHoe neyeHne 3admKCUpo-
BaHO y 94 nauMeHTOB; UCKIIIOYEHDbI U3 aHann3a 15 nauunex-
TOB (CM. Bbill€); CMepTb HacTynuna y 4 nauneHToB; evyeHne
NPOAOIKEHO y 58 nauMeHToB; NOTEPSHbLI 415 Nocneaytowero
HabnaeHnsa 4 nauneHTa; peumMamBoB He 3adUKCMPOBaHO.

OnucaTenbHble faHHblE

MecTo aHeMMuH B CTPYKType 3a60/1eBaHUI KPOBH (CM.
PUCYHOK)

Cpean Bcex BHOBb BbIIB/IEHHbIX CnydYaeB 3abosieBa-
HUA KpoBu (n = 160), Tpebylnx CTalMOHapHOro neve-

Ta6auuya 2. Cnyvyan 3ab6oneBaHnin KPOBM, BKIIIOYEHHbIE B UCCedOBaHWe 1 noanexaiune aHanusy (n = 160)
Table 2. Cases of blood diseases included to the study and prepared for analysis (n = 160)

Hosonorus

P—

2016

OcTpbIvt TIMMGO6NACTHbIN IENKO3
OcTpbli MMenobnacTHbIi NeNKo3

Jlumdoma XoarKKnHa

NP [P ]|®

HexomKKMHCKne numdboMbl

XPOHMYECKUI MUENONENKO3
femopunung A =
femodwunma B 1
Tpom6oumTonaTus =
MMMyHHasa TpombouuToneHns 14
KOA 7
B12-AA

HacneacTtBeHHbI chepounTos

AUTA

N NS

bBeta-tanaccemus

MuenoancnnacTM4ecKkuii CUHAPOM
MpuobpeTteHHasa AA =
BpoxaeHHas AA -

Apyrue -
Bcero 37

Rk, w v

13

NN B |

33

Yucno nepeMeHHbIX B TOYKE KOHTPOA
| — HOBbIE C/ly4au, BK/IOYEHHbIE B MPOLUEALWEM rofy
cnyyau, Haxoaalmnecs noj HabnloAEeHMEM B TOYKE KOHTPONA

2017 2018 2019 2020
I P I P 1 P I P
3 6 7 9 5 12 3

3 2 2 4 - 1 - -

1 1 3 4 2 2 - -

1 - 3 2 - - 1 1

- - - - 1 1 - 1

1 1 1 2 - 2 1 3

- 1 1 2 - 2 - 2

— - - - 1 1 - 1

8 12 | 10 | 12 7 11 | 15 | 14
5 4 3 4 5 5 8 7

1 1 - - 3 2 1 1

1 5 1 6 4 10 - 10
1 1 - - — - - -

- 2 - 2 - 2 1 3

_ - 1 _ 1 _ _ _

- - - - 2 2 2 4

- - 2 1 - 1 -

- - - - - - 1 1

25 36 34 48 34 54 33 58

lMpumevarne. OA — enesogedbuunTtHaa aHemus; B12-JA — B12-gpeduumntHas aHemus; AITA — ayToOMMMyHHas reMonuTuyeckas aHemus;

AA — annacTuyecKas aHemus.

Note. IDA (}KZA) — iron deficiency anemia; MA (B12-1A) — megaloblastic anemia; AIHA (AUTA) — autoimmune hemolytic anemia; AA (AA) —

aplastic anemia.



PUCYHOK. [1o/1 aHEMUU B CTPYKTYpE BCEX BHOBb BbISIB/IEHHbIX
3ab6oneBaHui KpoBu (N = 160)
Fig. Anemia in the structure of all novel blood diseases (n = 160)
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HUS, MauMpylolee MeCcTo 3aHWMana natonorus remocrasa
(cBepTbiBatollen cuctembl KpoBM) (1 = 60), B TOM 4ucne
UMMYHHasi TpomobouuToneHns (n = 54), pasnnyHble Koaryno-
natum (n = 5) U HacneacTBeHHble TpoMbGouuTonaTnm (n = 1).
Taxenble XXOA n POA B COBOKYNHOCTH 3aHSANM BTOPOE MECTO
B CTPYKTYpe rocnuranbHblx ciydaesB (n = 55). Ha TpeTbeMm
mMecTe oKazdanucb 3HO Kposu (N = 42), B OCHOBHOM OCTPbIN
nMmMdOo6nacTHbIM Nenko3 (n = 21), OCTPbIM MWENOUAHbLIN
NnenKkos (n = 6); ntumdpoma XoAKKMHA U HEXOAKKMHCKME NTNM-
oMbl (n = 7); B €AMHUYHOM Clly4ae — XPOHUYECKUIN MUENO-
WAHBIN IenKko3 (n = 1). Jpyrue 3a6oneBaHus CUCTEMbI KPOBH
BbISIBASAIUCH PEAKO — BCTPETUANCH 2 NaLMeHTa ¢ MUenoau-
CNAacTUYECKMM CMHAPOMOM U 1 pebeHoK ¢ TAR-cuHApOMOM
(TPOMOOLIUTOMEHUS C OTCYTCTBUEM JYYEBLIX KOCTEN).

3a6os1eBaeMoOCTb feTel TAXKeNbIMU Xene304ePULNT-
HbIMU U PEAKUMMU y leTel popmaMm aHEeMUHN

3aboneBaemMocTb Tsxkenbimu XKOA n POA konebanach
roj oT roga W coctaBuna B cpeaHeMm 8,1 (SD = 2,9) Ha
100 000 petcKoro Hacenexus (Tabn. 3).

3aboneBaemocTb XOA Taxenon creneHu y [aeTen
B OpnoBckon obnactun coctasuna 4,14 Ha 100 000 getcko-
ro Hacenenus (SD = 1,45; Me — 3,7 (3,7; 5,2). Kputepunsamu
ycTaHoBneHus anarHo3a MOA ABUAUCb CHUXKEHWE YPOBHS
remorniobvHa B COYETAHUM CO CHWMKEHWEM YPOBHSA deppu-
TUHa HWXKEe HOpMbl Ang AaHHoro Bo3pacta [1]. MNpu aTtom

YypOBEHb remMorfiobrMHa Ha MOMEHT YCTaHOBMEHUS AnarHosa
cooTBeTcTBOBan 61,5 r/n (SD = 14,2), 44ucno apuTpoum-
T0B — 3,9 MnH/MKn (SD = 1,0), ypoBeHb deppuUTUHA —
4,6 Hr/mn (SD = 2,9), ypoBeHb CPb — 2,0 mr/n (SD = 1,8).

CpenHas exeroaHaa 3aboneBaemocTtb PPA (Icp) cocTa-
Buna 4,0 (SD = 2,1) Ha 100 000 peTcKoro HaceneHus,
npu aToM npeob6nagan HacneacTBEHHbIH CHepoLnTos.
3HayuTeNbHO HWXKEe OKal3anacb 3aboneBaemMocTb B12-[A,
AA, ayTOUMMYHHOM reMoninTuyeckon aHemunen (AUIA) n 6eta-
Tanaccemuen (taén. 4).

[Opyrne POA B TeyeHne 5 net uccnenoBaruns B OploBCKOM
0651aCTN He BCTPETUINUCD.

PacnpocTpaHeHHOCTb TsXKe/bIX Xene3o4ePULNUTHbIX
U peaKnxX y aeten opm aHeMUH

CTpyKTypa aHemum no noKasaTtento 5-neTHen Kymyns-
TUBHOW pacnpocTpaHEeHHOCTH NOMHOCTbLIO COBMana Co CTPyK-
TYpOW aHeMWKW MO MokaszaTento cpegHen 3aboneBaeMoCTy.
Cpean rocnutanbHbiX GOpM aHemMun Haubonee pacrnpo-
CTpaHeHHOW okaldanachb Tsaxkenaa X/IA. B ctpyktype PPA —
HacneacTBeHHbIN chepountos (Tabn. b).

[NokasaTenb eXerogHo MOMEHTHOW PacnpOCTPaHEHHOCTH
(Pp) B cnyyae XOA, B12-JA n AUTA Konebanca U okasancs
NMPaKTMYECKM paBHbIM NOKas3aTento 3aboneBaeMoCcT B COOT-
BETCTBYIOWMN rog HabnogeHus. MNpu BpoxaeHHon AA noka-
3aTeflb MOMEHTHOM pPacnpoCTPaHEHHOCTM He COOTBETCTBOBAS
3a601eBaeMOCTH, a A1 HacneACcTBEHHOro chepoumTosa, 6eta-
TanacceMuu u npuobpeTeHHomn AA ¢ TeHeHHMEM BPEMEHU OH yBe-
NIMYMBanNCs 3a CYET HAKOMIEHMS HOBbIX cllydaeB (cm. Tabn. 5).

BbinonHeHa oueHKa 4yncna cnyyvaes Taxkenon XOA n pas-
NMYHbIX PDA B 3aBMCMMOCTU OT TEPPUTOPUKN MPOXKMBAHMSA
(ropoa/ceno). HoBble cnydyan 3aboneBaHWM MOACYUTAHDI
B abCoMIOTHbIX BEMYMHAX, OAHAKO AOCTOBEPHOE CTaTu-
CTMYECKOE CpPaBHEHME 4acTOTbl BCTPEYAEMOCTU MPOBECTU
HEBO3MOXHO B CBS3U C PEAKOCTbIO MaTONOrMM U, COOTBET-
CTBEHHO, MasibiM YMUC/IOM HabnogeHum (tabn. 6).

Bo3pacTHble 0CO6EeHHOCTU MaHUgecTayun aHeMHH

B xonoe vccnegoBaHus yCTaHOBMIEHO, YTO aHEMWUKU Ae6Io-
TUpoOBanu y geten B nto6om Bo3pacTe.

OedununtHole aHemmn (KAA n B12-JA) B OCHOBHOM
BbISIBASIUCH B NEPUOAE PAaHHEro AETCTBA M CTapLUEM LWKOb-
HOM BO3pacTe W MPaKTUYECKU He BCTpedvasncb B NepBOM
nepuoae getctea. bonee nonosuHbl (53,5%) BCex cnyvyaes
HOA npuwnmMcb Ha rpyaHoW BO3pacT M Nepuod paHHero
netctBa, 6osiee TpeTM — Ha CTapluMh WKOJMbHbIM BO3pacT
(35,7%). HanmeHbwee yncno cnydaes XOA 3apeructpupo-
BaHO y Aeten B Bo3pacTte oT 3 go 12 net (10,8%). B12-4A

Ta6nuua 3. 3a60n1eBaeMoCTb AeTeN TAXeNbIMU )ene3oaedbULUTHBIMU U peaKkuMn dopMamu aHemum (n = 55)
Table 3. Incidence of children with severe iron deficiency anemia and rare forms of anemia (n = 55)

AGCONIOTHOE YUCO

YucneHHOCTb ieTCKoro
HaceneHust B OpioBCKOMU

3a6oneBaeMocCTb
Ha 100 000 geTcKoro HaceneHus

i LSO AN o6nacTv B AaHHOM ropy
P®A 8] KOA P®A Bce Gpopmbi
2015 15 133576 52 6,0 11,2
2016 8 134925 37 2,2 5,9
2017 6 135925 2,2 2,2 44
2018 14 136 164 37 6,6 10,3
2019 12 135572 59 30 89
2015-2019 55 (slo3=5 123326) (SD4;11,5) (504402,1) (308412,9)

Mpumeyvanne. XA — xenesoaedpuumTtHasa aHemus; POA — pegkune dopMbl aHEMUK.
Note. IDA (XK[A) — iron deficiency anemia; RFA (P®A) — rare forms of anemia.
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OpuruHanbHble cTaTby

Ta6auuya 4. CpeaHsa exxerogHas 3a6oeBaemMocTb aeTen
peaknumun dopmamu aHemmnn B 2015-2019 rr. (n = 27)

Table 4. Mean annual incidence of children with rare forms of
anemia in 2015-2019 (n = 27)

CpepHas exxerogHas

OnarHocTMpoBanuch ToNbKo y ageten ao 3 net (80%) u B cTap-
lweMm wKonbHom Bo3pacTte (20%). CnegyeT OTMETUTb, YTO BO
BCEX BO3pacTax BblBNEHO OAMHAKOBOE KOIMYECTBO Clyya-
€B HacneacTBEHHOro chpepoumnTosa (tabn. 7).
[MpumeyaTenbHo, 4TO, B OT/IMYME OT AePUUUTHBIX HOpM
aHeMuW, MUK MaHubecTaunm ocTanbHbiX GOPM aHEMUU MPU-

T 3a6oneBaemMocTb "
MITHOSOTONMM Ha 100 000 EeTCKOro Lenca Ha BTOPOM nepuoa aetctsa. [1o 7 feT He 3aperucTpu-
HacesieHus poBaHO cny4aeB MaHudecTtauum y geten AUMA, Kak n nproo6-
HacnencTBeHHBI ChEpoLUTO3 1,48 (SD = 1,38) peTteHHoM AA, B TO BpeMS KaK BCe KOHreHuTanbHble AAy netemn
neb6totupoBanu go 3 net. Bece cnyvaun 6eta-tanacceMmun 6biam
B12-0A 0,74 (SD =0,90) BrepBble BepuGULMPOBaHbl B NEPBOM W BTOPOM Mepuoaax
MpuoGpeTeHHas AA 0,59 (SD =0,81) [eTcTBa nocne AauTeNnbHOW 6Ge3ycrnewHon Tepanuu npena-
AMIA 0,44 (SD = 0,66) paTaMu enesa, OWMOOYHO PacCLiEHEHHbIE MepBOHaYanbHO
B YCNIOBUSIX NeanaTprMyecKoro ydacTtka Kak XA (cMm. Tabn. 7).
BpoxkaeHHasa AA 0,30 (SD =0,66)
0O6uian 3a6onesaeMocTs POA 4,00 (SD =2,10) OBCYXAEHUE

KnioyeBble pe3ynbrarbl UCCNIEeAO0BAHUA

OnpeneneHa pona Tswenbix XKOA n PPA B CTPyKTy-
pe nepBUYHbIX 3aboneBaHUM KpoBu. [NpoaHannanpoBaHa
CTPYKTYpa aHeMuu KaK CaMOCTOATENIbHOro 3a60feBaHus.

lMpumevanme. B12-JA — B12-peduumTtHaa aHemus; AA — annactu-
yecKkas aHemus; AUTA — ayTOMMMyHHas reMOIMTUYECKas aHEMUS.
Note. MA (B12-[A) — megaloblastic anemia; AA (AA) — aplastic
anemia; AIHA (AUTA) — autoimmune hemolytic anemia.

Ta6auua 5. PacnpocTpaHeHHOCTb TAXENbIX ene3ogedUuMTHbIX U peaKkux y aeten ¢opm aHemum cpeam aeten (n = 55)
Table 5. Prevalence of severe iron deficiency anemia and rare forms of anemia among children (n = 55)

loae! CpeaHss MoMeHTHas pac- 5-NeTHAA KyMyNATUBHaNA
pacnpocTpaHeHHOCTb
Tun Ho30M10T MK NpPOCTPaHEeHHOCTb 2 01.04.2020

2015 2016 2017 2018 2019 (Pp, cp.) Pe)
IA 519 | 368 | 2,22 @ 369 | 594 3,85 (SD = 0,98) 20,7
B12-71A - o074 - | 221 | 074 0,59 (SD = 0,62) 3,7
HacnencteenHbii chepountos | 2,96 | 3,68 | 4,44 | 7,38 | 7,43 5,18 (SD = 2,10) 7.4
AVITA 148 | 074 @ - - - 0,44 (SD = 0,66) 22
BeTa-Tanaccemms 148 | 148 @ 148 @ 1,48 | 223 1,63 (SD = 0,34) 22
MproGpeTeHHbie AA - - - | 148 | 297 0,89 (SD = 1,33) 3,0
BpowzeHHble AA - - | 148 074 | 074 0,59 (SD = 0,62) 1,5
O6uias pacnpOCTPaHEHHOCTe | 19 5 | 103 | g9E2 | 1697 | 20,1 13,20 (SD = 4,40) 40,70

[N9 BCeX ciy4aeB

lNpumevanme. OA — enesogeduunTtHaa aHemus; B12-A — B12-geduumntHas aHemus; AITA — ayTOMMMyHHas reMonnTuyecKas aHemus;
AA — annacTuyecKas aHemus.

Note. IDA (XX[A) — iron deficiency anemia; MA (B12-JA) — megaloblastic anemia; AIHA (AUTA) — autoimmune hemolytic anemia; AA (AA) —
aplastic anemia.

Ta6nuua 6. HY1ucno HOBbIX CydaeB pa3Hbix GOPM aHEMUM B 3aBMCMMOCTU OT MecTa NpoxunBaHus aeten B 2015-2019 rr.
Table 6. Number of new cases of different forms of anemia according to the children residence place in 2015-2019

KonuuecTtBo cnyyaes aHemum 3a 5 ner
(B 3aBMCUMOCTM OT MecTa NPOXXUBaHUA

[loneBoe COOTHOLIEHUE KYMY/IATUBHOM HOBbIX
c/ly4yaeB aHeMuu (B 3aBUCUMOCTH OT MecTa

Bup aHemum nauueHToB) NpPoXXUBaHUSA NaLUEHTOB)*
Topopa Ceno Topop : ceno
HKOA 10 18 1:3,3
B12-1A 4 1 1:0,5
HacneactBeHHbIN chepoumnTos 7 3 1:0,9
AUTA 3 0 1:0
Bera-tanaccemuns 2 1 1:1
AA 4 2 1:1
Bcero 30 25 1:1,7

lpumevaHue. <*> — cpeaHssa exxerogHas YNCNEHHOCTb FOPOACKOro U cenbCKOro HaceneHma OpnoBcKon obnactn B 2015-2019 rr.: B ropo-
ne — 90745, B cene — 44695 (fonesoe cooTHolweHue coctaBuno 2 : 1). OA — enesofeduuntHas aHemus; B12-[JA — B12-geduumntHas
aHemus; AUITA — ayToMMMyHHas remosiMTuyeckasn aHemus; AA — annactuyeckas aHemus.

Note. <*> — mean annual population in urban and rural areas of Orel region in 2015-2019 yy.: urban — 90745, rural — 44695 (equity
proportion was 2 : 1). IDA (XKJA) — iron deficiency anemia; MA (B12-[A) — megaloblastic anemia; AIHA (AUTA) — autoimmune hemolytic
anemia; AA (AA) — aplastic anemia.



Ta6nuua 7. CTpyKTypa aHeMUK y IeTeil B BO3PaACcTHOM acnekre (n = 55)

Table 7. Structure of anemia in children according to the age (n = 55)

I'pyaHoOM Bo3pacT, paHHee AeTCTBO U nep-
Bbli nepuog aetcrBa (29 aHen — 7 ner)

Tun Ho3oN0rNMKU n=28

a6c.

Tarkenble XOA 16
P®A, 13 Hux: 12
HacneacTBEHHbIN chepounTo3 B
B12-OJA 4
npuobpeTteHHble AA 0
6eTa-Tanaccemus 1
AUTA (0]
BPOXAEHHbIe AA 2

BTtopo# nepuop AeTcTBa M CTapLUnii LWKOJb-
HbI Bo3pacT (7-17 net 11 mec 29 aHen)

n=27
% a6c. %
57,1 12 44,4
42,9 15 55,6
17,9 B 18,6
14,3 1 3,7
0] 4 14,8
3,6 2 7,4
0 3 111
71 0 0

Mpnumeyvanmne. OA — enezonedununtHas aHemust; POA — peakue popmbl aHemuu; B12-OA — B12-geduumTtHaa aHemus; AA — annactuye-

cKas aHemus; AUTA — ayTOMMMyHHas reMofIMTUYECKas aHeMUS.

Note. IDA (XXOA) — iron deficiency anemia; RFA (P®A) — rare forms of anemia; MA (B12-[JA) — megaloblastic anemia; AA (AA) — aplastic

anemia; AIHA (AUTA) — autoimmune hemolytic anemia.

PaccyntaHa uctnuHHaa 3a6oneBaemMocTb U pacnpocTpaHeH-
HOCTb pa3nn4yHbIX GOPM aHEMUM y AeTeEW B 3aBUCUMOCTU OT
BO3pacTa U MecTa NpoXnBaHus (ropoa,/ceno).

OrpaHuyeHusa uccnepoBaHusa

3ab6oneBaeMoCTb M pPacnpOCTPaAHEHHOCTb SABAAIOTCA
KNOYEeBbIMU MOKasaTenamMu A1 pauuoHanibHOro naaHupo-
BaHWS MEAULIMHCKOM MOMOLLM HaceneHuIo, a Takxe ans dop-
MUPOBAHWUA AMArHOCTUYECKON HACTOPOXEHHOCTU y Bpayen
NepBUYHOrO 3BEHA.

K coxaneHuio, B OTEYECTBEHHOM W 3apybeXHON nuTe-
patype Takue MNOHATUA, KaK 3aboneBaemMoCTb M pacnpo-
CTPaHEHHOCTb, 3a4acCTyl0 B3aMMHO MOAMEHSAOTCH WU OTO-
OECTBNAIOTCA, HE OTpakag Npu 3TOM UCTUHHbIE YacCTOTHbIE
XapaKTEPUCTUKN XPOHUYECKUX HEMHDEKLIMOHHbIX 3ab0eBa-
HWUN W, B 4YaCTHOCTH, 3aboneBaHnin KpoBU. B oTeyecTBEHHOM
nuTepatype 3a nocnegHue 10 NeT opuUrMHanbHbIX UCCneno-
BaHWW, MOCBSALLEHHbIX U3y4YeHUIO 3ab601eBaeMoOCTU U pac-
NPOCTPaHEHHOCTU aHEMWUK, HE HANAEHO.

ONMAEMUONOTMYECKUE OTYETHI, UCMNonb3yemble B Poc-
cuickon deaepaLimm u 60MbLIMHCTBE CTPaH MUpa, B OCHOBHOM
cofepar MHPopmaLmio, HEOBXOAUMYIO ANt SKOHOMUYECKOro
nnaHUPOBaHUS, U MPU 3TOM HELOCTaTO4HO MHDOPMAaTUBHbI ANS
MCMNOMb30BaHUS B KIMHUYECKON NpaKTuke [4, 9—-11].

B Halwen cTpaHe OLeHKa MOMEHTHOW pacrnpoCTPaHeH-
HOCTU peaKkux 3aboneBaHUn KPOBWU Yy AeTer MpaKTUYEeCKU
HEBO3MOXHa, TaK Kak TpebyeT NpoBefeHUs JOPOrOCTOALLMX
KpynHomacLuTabHbIX NONepeYHbIX UCCNefoBaHUI ¢ OLHOBPE-
MeHHbIM 06¢cnefoBaHneM He meHee 10 000 peten [12-14].
MokasaTenb KyMynsTUBHOM pPacnpoCTPaHEHHOCTH, KOTOPbIH
MOXHO paccyuTaTtb Mo CyMMe HOBbIX Clly4aeB 3a60/ieBaHus,
He oTpaXKaeT UCTMHHOM YacCTOoTbl BCTPEYAEMOCTH, TaK KaK He
YYUTbIBAET C/ly4au CMePTU NaLMUEHTOB, U3NIEYEHMS U NOTEPH
Ana HabnogeHus [13].

OTCyTCTBME BO3MOXHOCTM OLEHWBATb MOMEHTHYIKO pac-
NPOCTPAHEHHOCTb PeaKux 3aboneBaHuM KPOBM PYTUHHBLIM
cnocoboM NpMBENO K HEOBX0AMMOCTM MoAMdUKauMK pac-
YyeTa AaHHOro rnokasaTtens, B CBS3M C YeM paccyuTbiBanacb
exerogHas MOMeHTHas pacnpOCTPaHEHHOCTb NyTEM OLHO-
MOMEHTHOM OLLEHKM Yucna nauueHToB ¢ BepudbuLmpoBaH-
HbIM AMarHo30M, HaxoAsALWmxea nos HabnLeHNeEM Ha Hava-
/10 COOTBETCTBYIOLErO roja uccnegoBaHus. 3To No3BOAUIO
B HEKOTOPOW CTEMEHW MPEOAONETb OrPaHUYeHUs Uccnepo-
BaHUSA ¥ cnocob6CcTBoBano 6onee TOYHOMY ONpeLeNieHnIo
WCTUHHOM 3a60/1EBAEMOCTU U PacnpoCTpaHEHHOCTU aHEMUMN.

UHTepnpeTauua pe3ynbtatoB

Mo pesynbratam NPOBEAEHHOr0 UCCNELOBaHNUS TaKenble
HKOA n POA B cymme coctaBunn 34,4% ot Bcex 3aboneBa-
HUIM KPOBM U ABUIUCb BTOPOM MO YacToTe MPUYUHOMN Focnu-
TanuMsauuu nocae UMMyHHON TPOMBOLUMTONEHMU B NPOdDUIb-
Hoe oTaeneHue rematonorum JIMY 1l ypoBHS.

CymMapHo cpeaHsis 3aboneBaemMocTb TsxenbiMu XOA
n P®A coctaBuna 8,1 (SD = 2,9) Ha 100 000 getckoro Hace-
NeHus. AHanorMyHbIX AaHHbIX 41 cpaBHeHUs no PoccuimcKom
degepaumm B nMTepaType He BCTPETUNOCH

3a6oneBaeMocTb U pacnpocTpPaHEHHOCTb TAXKE/I0MH
XenesogepuUUTHON aHEMUU

YcTaHOBEHO, 4TO UCTUHHaA 3aboneBaemocTb /A Taxe-
NION CTEeNeHW coBnana ¢ MOMEHTHOM PacnpoCTPaHEHHOCTbIO
n coctaBuna B cpeaHem 4,14 (SD = 1,45) Ha 100 000 pert-
cKoro Hacenexus B rog (0,41%). CoBnageHue nokasartenen
3a60/1eBaeMOCTU U pacnpocTpaHeHHoCcTH B cnydae XOA
06YCNOBMEHO TEM, YTO leYeHne JaHHOro 3a6oneBaHus 06bly-
HO 3aHuMMaeT He 6onee 1 roga. To eCcTb NpPaKTU4ECKU Bce
nauneHTbl, 3aboneBlWwmre B Havyane roga, K KOHLY TeKyliero
roga uccnenoBaHUs MOMHOCTbIO M3NeYnBaloTCs U, cnefoBa-
TENbHO, HE YYWUTbIBAKOTCS MPU pacyeTe exerogHom MOMEHT-
HOW pacnpocTpaHeHHOCTU. B OocTynHOW OTe4yecTBEHHOM
W 3apybeXHOM nuTepaType AaHHble, CBUAETENbLCTBYOLWME
0 TOXAECTBEHHOCTM NOKa3aTens 3a601eBaeMoCT U pacnpo-
cTpaHeHHocTH KA TaxKenon cTeneHun, OTCYTCTBYIOT.

B rpynne BbicOKOro pucKka passutus XA okazanucb getu
B BO3pacTe A0 3 eT (MpaKTUYeCKn NooBUHaA BCEX CNydHaes)
W cTapwe 12 neT, 4TO COOTBETCTBYET AaHHbIM psija KpynHo-
MacwTabHbIX nccnegoBaHuin BO3 (2011) (cm. Tabn. 7) [1-3].

lMoucK M3BeCTHbIX GaKkTopoB pUcKa pa3suTusa HKIA cpe-
AN U3y4aemoW KOropTbl NauMeHToB nokaszasn, 4to y 10 u3
15 peten (66,7%), cTpagatowmx Taxenon XIOA B Bo3pacTe
10 3 NEeT, OCHOBOM paLuoHa 6bino LenbHoe MoSIoKo [15].
Mpu 3TOM Yy KuTenen cena NPUBEPKEHHOCTb M36bITOYHO-
My ynoTpe6neHuio LeflbHOro KOPOBbEro/KO3bero MoJsioKa
OKa3zanacb 3Ha4YUTENbHO BbllLe MO CPABHEHUIO C KUTENAMM
ropoaa (88,9% cenbckux npotnB 33,3% ropoACKMX AeTen
COOTBETCTBEHHO). [lpyrMx M3BECTHbIX (GaKTopoB, npegpac-
nonaramwWwmx K passutuio KOA, B TOM 4yucne CBA3aHHbIX
C XPOHMYECKOM KpoBoOMoTepewn, B BO3pacTHOM rpynne Ao 3
NET He BbifABNeHO. Y aetew ctapwe 3 net (n = 13) A BHe
3aBMCUMOCTM OT MecCTa NPOXKMBAHUS BCTPETUNACh C O4WHA-
KOBOWM 4YacToTon. Hanbonee nocTosiHHbIMU daKTopaMu pucKa

Russian Pediatric Journal. 2021;2(2):88-98

7 2021;2(2):88-98

MCKMI NeanaTpUYeCcKuii JypHan.

Poccu



Clinical Observations
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dopmupoBaHua xenezogeduunTta, BbIIBIEHHbIMKU B 3TOM
BO3paCTHOWM rpynne, okalanucb M36bITOYHOE ynoTpebreHne
IMCTOBOro Yasa (76,9% Bcex cnyvyaeB), XPOHUYECKUIM racTpo-
nyoneHut (38,4% Bcex cnyyaeB), XpOHMYECKasi KpoBomnoTe-
ps (B TOM 4uC/ie MeHcTpyaibHble KpoBonotepn — 30,8%)
W NUWb B €4MHUYHbIX Clydasx — HEA0CTATOK MSCHOW MWLM
B pauuoHe (7,7% Bcex cnyvaes). [pn aTom 6051€e NoN0BUHbI
nauneHToB (8 n3 13 geTen) UMeNu covyeTaHne HEeCKONbKUX
daKTopoB pucKa passuTtusa KIA.

3a6o01eBaeMOCTb M pacnpocTPaHEHHOCTb pPefKUX
y Aeten popm aHeEMUH

Mpu n3yvyeHumn POA yctaHOBNEHO NpeobnagaHue Hacnea-
CTBEHHOro cdhepoLmnTosa, cpeaHss exerogHas 3aboneBae-
MOCTb KOTOpPbIM OKa3afnacb conoctaBMMa ¢ 3aboneBaemo-
cTblo B Kutae v ctpaHax EBponbl [16, 17]. B oTe4ecTBEHHOM
nMTepatype OpUrMHasbHbIX MCCNeaoBaHWUM, MOCBSLWEHHbIX
3NMAEMMOSIOrMK HacneACcTBEHHOro chepoLMTosa, 3a nocnes-
Hue 10 net He BCTpeTunock. B 6onee paHHeEM UccneqoBaHum,
nposegeHHoMm B Pecnybnuke bypsatun B 1997-2004 rr.,
NPMBOANUTCS NOKa3aTeNb 3a60/1eBaeMOCTU HAaCNEACTBEHHbBIM
coepoumtoszom 0,21 Ha 100 000 geTCKOro HaceneHus, 4To
B 7 pa3 HWXe aHanormyHoro nokasatens no OproBCKOWM
o6nacTtn 1 B Mupe. 1o Halemy MHEHUIO, 3TOT GaKT 06bACHUM
HEe CTONbKO 3THUYECKMMM Pas3fMymMaMM, CKOMbKO HecoBep-
LUEHCTBOM CTaTUCTUYECKOrO yyeTa [18].

ExxerogHas MOMEHTHasi pacnpoCTPaHEeHHOCTb Hacneg-
CTBEHHOro cdepoLuTo3a yBennyMBanacb C Te4eHHeM Bpe-
MEHM 3a CYET HaKOMMEeHWUS NaLMEHTOB «MoA4 HabnogeHuem»
n B cpeaHem coctaBuna 5,18 (SD = 2,10) Ha 100 000 getcko-
r0 HaceneHus, YTo 06BACHAETCH OTCYTCTBMEM paAMKasbHbIX
METO/I0B fieYeHnss 3a6oneBaH1sa Hapaay C XOpoLlen BbixK1Bae-
MOCTbIO MaUMEeHTOB (CM. Tabn. 5). HacneacTBeHHbIM chepoLm-
TO3 OKa3za/cs OAMHAKOBO PAcMnpOCTPaHEH KaK B FOPOACKOM,
TaK M B CENbCKOM MECTHOCTU, MPU 3TOM BMepBble BbISBAAACS
y OeTen BCEX BO3PACTHbIX FPYMMn B CBA3K C Pa3HOM CTEMNEHbIO
BblparKEHHOCTN KIIMHUYECKUX NPOSIBAEHUN.

MuK BbIaBNEHUS apyrux POA Habnoganca B Bo3pacte oT
7 po 12 neT, Korga KiaMHU4YecKas U nabopartopHasi CUMMTO-
MaTWKa cTaHOBMNach 60nee YeTKO 0O4epYeHHOM U No3Bosiana
6€e3 3Ha4YuTeNbHbIX TPYAHOCTEN 3aN0A03PUTbL M BEPUDULMPO-
BaTb AMarHos.

CpeaHsas exerogHas 3aboneBaemMocTb 6eTa-TanaccemMu-
el oKasanacb B 2 pasa HWXe, YeM B MUPOBOW MONynsauuu
n EBpone. BCTpeTunncb TOIbKO ManoCMMNTOMHbIE GOPMbI
3aboneBaHus, npoTtekaBwune noa mMackon MAA, pedpak-
TEPHOW K Tepanuu npenapatamu xenesa, y OeTen B BO3-
pacTe ctaple 7 net. bonee H1M3Kasa YacToTa BCTPEYaeMOCTH

M OTCYTCTBME 60NbLIMX GOPM TanacceMmnmn MOXKET CBUAETENb-
CTBOBaTb O PEAKOCTU MYTAHTHOrO reHoTuMna cpeau Hacene-
Hua OpnoBcKon obnactu [19, 20].

CpegHasa exerogHas 3ab0n1eBaemMoCTb NPUOBPETEHHOM
AA 3a 5 net nccnepoBanus coctasuna 0,59 (SD = 0,66) Ha
100 000 pgetcKoro HaceneHus. Bce cnydan nprnobpeTeHHOoM
AA BepudULMpOBaHbl B Bo3pacTe cTaplue 7 NeT, 4To oby-
CNOBNIEHO TUMUYHOCTbIO BO3pacTHOro AebioTa BCex ayTo-
MMMYHHbIX 3ab60neBaHUi KPOBM Yy AETEM U COOTBETCTBYET
OaHHbIM 3apy6exHblx aBTopos [19, 20].

Mpv aHann3e UCTOYHMKOB IUTepaTypbl yCTAHOBIEHO OTCYT-
CTBME ONy6/IMKOBAHHbIX OPUIrMHaNbHbIX UCCNeaoBaHui 3abo-
IEBAEMOCTHN U pacnpocTpaHeHHOCTU A4Na npuobpeTteHHon AA
B Poccuitickon depepaunn 3a nocneaHune 10 net (tabn. 8).

Mo nony4YeHHbIM B X04€ UCCNeA0BaHUS AaHHbIM, NOKa3a-
Tenb 3a6osieBaemMocTu ans npuobpeteHHon AA B OpnoBCcKowm
0651acTM OKa3sasncs 3Ha4yuTenbHO Bbilwe (B 3—4 pasa), Yyem
B 60/bLLMHCTBE pernoHoB Poccuitckon depepaLimm u cTpaHax
EBponbl [23, 24, 26]. B T0 e Bpems nokasaTtenb 3aboneBa-
emocTun AA oKasasncs conoctaBuM € TakoBbiM B [TpuMoOpcKom
Kpae u cTpaHax Koro-BoctoyHon Asuu [22, 25, 27].

Mo HaweMy MHEeHWIO, BbISIBNEHHbIE pa3nnynsg obycnoB-
NleHbl LenblM psaoM MPUYKMH, B YaCTHOCTM, MEHbLUEWR Anu-
TE/IbHOCTbO COBCTBEHHOro HabnaeHUs, 0COBEHHOCTAMMU
On3anHa uccnefoBaHus (MPOCMEKTUBHOE WccneaoBaHue),
a TaKXKe 3HaYuUTeNbHbIM YNyYylEeHWEM YPOBHS AMArHOCTUKMU
npuobpeTteHHon AA 3a nocnegHue rogbl, Kak B Poccuun, Tak
W B APYrvXx pa3BUTbIX CTPaHax.

lNoKkasaTenb cpegHen exerogHonm MOMEHTHOM pacrnpo-
CTpaHEeHHOCTH Ang npuobpeTeHHoM AA OKasascs Bbille NoKa-
3aTensa 3abonesaemoctu 1 coctaBun 0,89 (SD = 1,33) Ha
100 000 pgetcKoro HaceneHus. Pasnnyuim B pacnpocTpaHeH-
HOCTU B 3aBUCMMOCTH OT TEPPUTOPUM NMPOKMBAHUS HE BbISIB-
NEHO, CPaBHUMbIX AaHHbIX B IUTepaType He BCTPETUIOCh.

BBuray 4pe3BblyanHOM peaKoCTn U pasHoobpa3ns TUNOB
BpoOXKAeHHON AA 0606LLEHHbIE CBEeAEHUS 0 3a60/1EBAaEMOCTH
W pacnpoCTPaHEHHOCTU BCEX BPOXKAEHHbIX dopm AA B nute-
paType oTcyTcTBYIOT. Creayet OTMETUTb, YTO AaHHbIE O BPOXK-
[JeHHbIX AA, NoNy4yeHHble B HACTOSLLEM MCCNefOBaHWW, He
SBASIOTCH Penpe3eHTaTMBHbIMU BBMAY MaNiOro Y1ucna nauu-
€HTOB M MOryT ObiTb MCMOAb30BaHbl TONbKO MPU YCI0BWUMU
BK/IIOYEHMS HaLMX CyqaeB B 60/1ee KPYnHble MHOMOLEHTPO-
Bble UccneaoBaHus.

CpegHsia exxerogHas 3a6onesaemoctb AUTA B OpioBCKowm
ob6nacTM OKazanacb B 2 pasa HUKe o6WwenonynsumoH-
Hon [28]. ExerogHas MOMEHTHasi pacnpocTpaHEHHOCTb
coBnana c NokasaTenem 3ab60NeBaemMoCTH, TaK Kak BO BCeX
cnyvyasx 3aboneBaHue NpoTeKano B OCTpon dopme U pas-

Ta6nuua 8. 3a60n1eBaeMoCcTb NPUOBPETEHHON annacTuyeckon aHemmein B OpnoBCKoM 06nacTv B CPaBHEHUN C AaHHBIMU NUTEPATYPbI
Table 8. Morbidity of acquired aplastic anemia in Orel region in comparison with literature data

CpepHsana exxerogHas

T B 3a60/1eBaeMoCTb Ha

ABTOp, TN UCCNIejOBaHUA CtpaHa, peruoH puoa p 100 000 HaceneHuna

uccnegoBaHusa nawuueHToB
COOTBETCTBYIOLLETO
Bo3pacTa
Co6CTBEHHbIE AaHHble, MPOCMEKTUBHOE OpnoBcKas o6nacTtb, PO 2015-2019 0-17 net 0,59
LibipeHoBa H.B. [18], peTpocneKTuBHoe Bypsitna, PO 1997-2004 0-17 net 0,28
Poros A.B. [21], peTpocneKTuBHoe CTaBponosbCckui Kpai, PO 1991-2000 0-17 net 0,26
BeckpoBHas 0.J1. [22], peTpoCcneKTuBHOE MpuUMopCcKuit Kpain, PO 1992-2004 0-17 net 0,42
Kyrenko T.B., BoigaHos 0.U. [23], peTpocnek- Benopycens 1990-2015 0-17 net 0,23
TMBHOE

Montane E. et al. [24], peTpocneKTuBHOE Mcnanua 1980-2003 BCe Bo3pacTa 0,23
Jeong D.C. et al. [25], peTpocneKTuBHoe tOro-BocTto4yHas Asus 1995-2010 0-17 net 0,52




pelwurnocb B Te4eHMe nepBoro roga HabnwogeHus. He 6bino
3aperucTpMpoBaHO HWU OHOrO cnyvyas 3abonieBaHus y aeten
Mnaawe 7 net. Bce cnyyan AUTA pazsBunucb Ha GoHe M36bI-
TOYHOrO MPUMEHEHUS KaPOMOHMKAIOLWMX NpenapaToB, Npu-
4eM B OCHOBHOM Y FOPOACKUX AETEN, YTO, NPEAMNONOKUTENBHO,
oTpaXKaeT GONbLIYI0 MPUBEPIKEHHOCTb FOPOACKOro Hacene-
HUS arpeccUBHOM MEAUKaMEHTO3HOM Tepanun TnxopanKu.

CpeaHsia  exerogHas 3aboneBaemoctb B12-JA
B OpnoBcKoW obnacty coBnana co CpeaHWM MoKasaTenem
€XKerogHon MOMEHTHOW pacnpocTpaHeHHOCTU. HecmoTps Ha
TO, YTO NO pesynbTatam NPoBeAEHHOr0 UccneaosaHma B12-
[A okasanacb BTOpOM No pacnpocTpaHeHHocTn PDA nocne
HacneacTBeHHOro cdepounto3a cpean PPA, 3aboneBae-
MOCTb Aaeten B12-[1A paccynTtaHa v npeactaBfieHa BnepBsble.
TaK, B nuTepaType UMEIOTCS NUllb eAUHUYHbIE NyGAUKauuu,
NMOCBSILLEHHbIE M3YYEHUIO PacnpoCTpaHeHHOCTH AeduumTta
BUTaMuHa B12 y geten, Ho He B12-[A. lNpu 3aToM wuccne-
[oBaHua geduumnTa BUTamMuHa B12 y geten, Kak npaBuno,
NPOBOAMANUCL B CTpaHax C TPaAMLIMOHHO BeretapuMaHCKum
nUTaHWeM HaceneHus, Takux kak MHaus. Mo gaHHbIM UHAWUK-
CKMX uccnegosatenen (2018), cpear NnogpocTKOB B BO3pac-
Te 11-17 net K dopmunpoBaHuio geduumta ButamuHa B12
6o5iee NpeapacrnosioXeHbl XUTENU CEeNbCKOW MECTHOCTH,
nMua MYXKCKOro nofna, a TaKXKe CTpajatolwue OXMPEHU-
eM [29]. B oTe4yecTBEHHOM U 3anagHoW nutepatype nogo6-
Hble Ny6AnKaL MK He BCTPETUANC.

3a 5 net B OpnoBCKoM 061acTv 3aperMcTpupoBaHo BCEro
5 cnyyaeB B12-[IA y netew, U3 Kotopblx 4 cnydyass — B BO3pac-
Te no 3 net, 1 — y nogpoctka 13 nert. [poBeaeH AeTanbHbIn
aHanu3 aHamMHe3a 3TUMX NauueHtoB. M3 4 peTen paHHero
Bo3pacta 1 pebeHoK (6 mec) Obl1 poXKAEH M nonayyan rpya-
HOe BCKapMMBaHWE OT MaTepu C aTpOPUYECKUM FracTpUTOM
M B 3TOW CBSI3M BTOPUYHbIM AePUUMTOM BuTaMuHa Bl2;
2 pebeHKa (1,5 1 2 roaa) BoCnuTbIBaIMCb B CEMbSIX BEreTa-
puaHueB; 1 pebeHOK 13 cena Haxoaucs Ha BCKapMnBaHUK
NPenUMyLLECTBEHHO KO3bMM MOJIOKOM; ¥ 1 nogpoctka 13 net
[MarHoctTMpoBaH aTpoduyeckur ractput. B npoBegeHHOM
uccnefoBaHuK, B OTaMYMe OT paboTbl MHAMMCKUX aBTOPOB,
B12-[1A yalie peructpmMpoBanachb y ropoACKUX AeTen no cpas-
HEHUIO C CeNIbCKMMU. Ha Hall B3rnsj, 3T0 HECOOTBETCTBME 00Y-
C/IOBMIEHO Pa3NnyYnaMU NPEeACTaBAEHHbIX BO3PACTHbIX rpynn.

MNMoaBoaa uTOr O6GCYXKAEHMS pe3ynbTaTtoB, HEO06X0AMMO
KOHCTaTMpoOBaTb 3Ha4uTENbHble METOAONOrMYECKUE U IKO-
HOMMYECcKne npobnemMbl NPOBEAEHUS INUAEMUONOTMYECKMX
ncenegoBaHMm XPOHMYECKUX HEMHODEKLMOHHBLIX 3aboneBa-
HWUW, B 4acCTHOCTM, 3ab0fieBaHUM KPOBM, a TaKKe Manoe
4YUCNO OPUTMHANbHBIX UCCNeaoBaTeNbCKUX PaboT KaK B poc-
CUMCKOW, TaK U B MMPOBOW nuTepaType, NOCBALLEHHbIX 3TOK
npo6nemartuke.

lMpocneKkTMBHOE HabnoaaTenbHoOe MccnegoBaHue, npo-
BefgeHHoe B OpnioBcKon o06nacTu, nokasano, 4To Taxenas
HKOA 1 POA okasanucb No 4actoTe BCTPEYaemMoCTU COmMo-
CTaBuMMbl C opdaHHbiIMKU 3aboneBaHus MM, a MNoKasaTeslb
3aboneBaemoctv B12-[JA y neten paccyuTaH Brnepsble.
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