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Anemus [Jaitmonaa—brnekdera (ALB) — penkoe, KIMHUYECKM 1 FeHETUYECKM reTeporeHHoe 3abornesa-
HWe 13 rpynmnbl BPOXKAEHHBIX CUHAPOMOB KOCTHOMO3r0BOM HeRoCcTaTouHOCTH. Llenb HacTosLen paboTsl
— BbIsIBfIEHME OCHOBHbIX MEAMKO-4YaCTOTHbIX XapakTepuctuk ALlb (3abosieBaeMocTb, pacnpocTpaHeH-
HOCTb, NeTanbHOCTb, KapTorpaduyeckuii aHanua) y neteit B Poccuiickoit degepaumu; nepuof Habnio-
nenns — 2011-2016 ropapl. [laHHOe MccnenoBaHve NoAAepsKaHo HesaBUCUMbIM 3TUYECKUM KOMUTETOM
W yTBEPKAEHO peLleHveM Yueroro coBeta HMULL OFOW. Ina nonyyeHns anMaeMmMonormyeckmx faHHbIX
M UX aHanu3a ucnonb3oBaH Poccuiickuii perncTp naunentos ¢ ALIB, koTopbii pa3paboTtaH v BepeTcs
¢ 2012 ropa B HMWL, peTckoi reMaTonormm, OHKONOrMN U UMMyHomorum uM. OmuTpusi Poravesa
MwuHsppaBa Poccun. B koHue 2018 ropa B pernctp 6onbHbix Al bbi1 BroveH 141 6onbHOM 13
137 cemeir. CpepgHeronoBor nokasatenb 3abonesaemMocTn aeten, 6onbHbix AlB, Ha TeppuTopun PO
coctasun 0,63 = 0,034; cpenHeronoBoi nokasaTenb pacnpoctpaHeHHocT! — 5,75 + 0,87 Ha 100 Toic.
HOBOPOXAEHHbIX, POXAEHHbIX MBbIMU; NOKa3aTenb neTanbHocTh — 2,12%. KapTorpadpmyeckuii MeTop
“ccnefoBaHUA Mokasan, 4to Hambornbluee KonM4ecTBo BOMbHBIX 3aperncTpupoBaHo B LieHTpanbHOM
henepanbHoM okpyre Poccun, UTo 06bACHAETCA BbICOKON YMCIIEHHOCTbBIO HACENEHWS, MPOXKMBAIOLLIE-
ro B 3TOM OKpYyre.
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Diamond-Blackfen Anemia (DBA) is a rare, clinically and genetically heterogeneous disorder from the group of congenital
syndromes of bone marrow failure. The purpose of this work is to identify the main medical-frequency characteristics of DBA
(incidence, prevalence, mortality, cartographic analysis) in children in the Russian Federation during the observation period
2011-2016. The study was approved by the Independent Ethics Committee of the Dmitry Rogachev National Medical Research
Center of Pediatric Hematology, Oncology, and Immunology. The Russian register of DBA patients, which had been developed
and maintained since 2012 year by NMITS DGOI, was used to obtained epidemiological data and their analysis. At the end of
2018 year 141 patients from 137 families were included in the register. The average annual incidence rate of children with DBA
for the Russian Federation was 0.63 + 0.034, the average annual prevalence rate — 5.75 + 0.87 per 100 thousand newborns born
alive; mortality rate — 2.12%; the cartographic method of research showed that the largest number of patients was registered in
the Central Federal District of the country, which is explained by the high population living in this district.
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Hemua [aimoHpa—BnekdpeHa (ALB) npenctas-

naetT coboi pepkoe, KIMHUYECKU WU FeHeTu-

Yeckn reteporeHHoe 3aboneBaHue U3 rpyn-
Mbl BPOMMOEHHbIX CWMHOPOMOB KOCTHOMO3rOBOW He-
pgocTaToyHocTW. Bnepsble 3To 3abonesaHue onwcan
H.W. Josephs B 1936 rony, a B 1938-m L.K. Diamond
n K.D. Blackfan Bblpenunun ero B CaMOCTOSTESNbHYIO
Ho3onornyeckyio cpopmy [1].

ALlB onucaHa nog MHOMMMKM Ha3BaHUAMU: Napuuarnb-
HasA KPaCHOKINEeTOYHasA annasus, BPOXOEHHasa runonna-
CTWYECKas aHEMWS, UICTUHHAA 3PUTPOLMTapHas aHeEMKS,
nepBuYHas KpacHOKNEeTouHasi bonesHb, 3pUTporeHesunc
uMnepdpekTa. B ocHoBe naToreHesa 3abonesaHus ne-
MUT rannonpHas HeAROCTaTOYHOCTb PUBOCOMAsIbHbIX re-
HOB, YTO 0byCnaBMMBaeT BbICOKYIO MPOAMNONTOTUYECKYIO
aKTVBHOCTb 3PUTPOMIHbLIX MPeALIeCTBEHHUKOB, YrHe-
TeHWe 3pUTPONO33a WNM reMornoasa B LeSioM, Hannume
BPOXXAEHHbIX MOPOKOB Pa3BUTWS Y YacTWU MaLMEHTOB,
a Take NpeapacrofioKeHHOCTb K Pa3BUTUIO 3rioKaye-
CTBEHHbIX HOBOOBpa3oBaHui [2-6].

PaHee cuuTanoce, uto A[Ib 3aboneBaet 1 pebeHok
Ha 1 MNH OeTew, POMKOEHHbIX MBbIMU B rof, B Aasb-
HeWweM bbiflo nokasaHo, yto ALl BCTpevaeTcs 3Ha-
ynTenbHO yalle. B BenukobputaHum pna nposeneHus
nccnenoBaHnn B 0BnactTu aNMAEMUONOrMKU, 3TUOMO-
ruun, natoreHesa u neyenus AL bbin co3naH perucTp.
PeTtpocnektuBHbii aHanu3 80 cnyuaes ALLb y 33 nuy
MY)XCKOro nona u 47 — sKeHCKOro nosa, poavBLUMXCSA

BoMpoch! FeMaTonorin/oHKOOr A 11 MMMYHONATONON M B NeauaTpum
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B Benukobputanum 3a 20 net (1975-1994), nokasarn,
yTo 3aboneBaeMocTb cocTaBnseT 5 cnyyaes Ha 1 MAH
HOBOPOMAEHHbIX, POMKAEHHbIX sKMBbIMM [7].

Mo gaHHbIM LLlecTon exxerogHOM KIMMHUYECKOW KOH-
ceHcycHow KoHdepeHumn no ALl [6], 3abonesaeMocTb
knaccuyeckon AJB coctaBnseT okono 7 crnyyaes Ha
1 MNH HOBOPOMKAEHHbLIX, POKOEHHbIX WBbIMW, U Ana-
FHOCTUPYETCS NPENMYLLECTBEHHO Ha MEPBOM FOAY K13~
Hu pebeHka. 1o Mepe onuMcaHUA HOBbIX TEHETUYECKUX
MyTaUuiA OMarHOCTUMPYIOTCA HeKmacCcuyeckue cryyau
ALb c onpepeneHHbIMK (DEHOTUNAMKM KaK Yy AeTew, Tak
M Yy B3POCIbIX. YYaCTHUKM KOHGDEPEHLUWM OTMETUIIN,
YTO AOBOJILHO YacTO B PErncTpax MMeeTcs HenosHas
nHpopMaumst 0 BonbHLIX, YTO 3aTPyAHAET TPaKTOBKY
cryyas v nonbop BapvaHTa neyeHus.

B Poccuiickoit ®enepaumu K peakuM (opdpaHHbIM)
BonesHsiM oTHOcATCS 3aboneBaHns C MokasaTenem
3abonesaemMocTn He bonee 10 cnyyaes Ha 100 TbiC.
[eTckoro HaceneHus B rop [8]. Mocne NpuHATUA 3TOrO
3aKOHa Hauvanucb paboTbl MO co3paHuio defepanbHo-
ro perucTpa penkux bonesHei, pernamMeHTMpoBaHHbIE
MocTaHosnexueM MpasuTensctea PO [9]. Benerue de-
fepasibHoro perucTpa ocyliecTenseTrca MuH3gpaBoM
Poccuun, a BeneHve pervoHanbHbIX CEerMeHTOB peru-
CTpa NOPYyYeHO YMNOSIHOMOYEHHbIM OpraHaMun UCMOMHNU-
TenbHOM BnacTu cybbekToB Poccuiickon depepaumu.
PepepanbHbIi PErucCTp U pervoHarnbHble CEerMeHThl
cofepskaT crepyioLlylo MHdopMaumio 0 BoMbHBIX C
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JU3HEYrposKaloLwMMK peakummn (opdpaHHbiMuK) 3aborne-
BaHusAMU: chamMunus, uMmsa, oTyecTBo DornbHOro, AaTa
POMKOEHWS, MO, CTPaxoBOW HOMEP, MECTO KWUTelb-
CTBa, HOMEP 1 cepus macrnopTa Win CBMAETENbCTBA O
POOEHUN, CBeAeHMsA 06 MHBaNMUOHOCTW, AMAarHo3, Kop
no MexaoyHapooHOM CTaTUCTUYECKOW Knaccudmkaumm
BonesHen n npobneM, cBA3aHHbIX CO 3NOPOBLEM, fe-
caTtoro nepecmotpa (MKB-10) [10], cBeneHust 0 Bbinu-
CKe NeKapCTBEHHbIX MPenapaToB, YHUKambHbIA HOMEp
perucTpoBoi 3anucu wu Ap. [aHHbI peructp u ero
pervoHarnbHble CermMeHTbl MO3BOMAT OpraHuM3aTopam
3[paBOOXPAHEHUS MOBbILLATL KAyeCcTBO Cheuuanunsm-
POBaHHOM MOMOLLM, MMaHMPOBaTb CPEACTBa Ha feve-
HWe BonbHbIX, MPUHUMATL MPaBUSbHbIE PELLEHNS B py-
KOBOACTBE OTpacsibio.

B 2012 rony B HMWL, peTckoi remMaTonoruu, OHKo-
noruvM n uMMyHonoruv uMm. Omutpua Porauesa MuH3-
ppaBa Poccum Bbin cospaH «Peructp pete, BoMbHbIX
AllB>». B oTnuune oT rocynapCTBEHHOro, 3TO KNUHUYeE-
CKUIA PErucTp, KOTOPbIN COOEPXUT CBELEHWSI O OeTsX,
3aboneswmx ALB, Mx nmacnopTHble AaHHbIE, OCHOBHblE
KNWHWYECKne npossrieHnss BonesHu, aHoManuu passu-
TUA, METOAbI NeYeHus 1 nx acpdEKTUBHOCTb, NCXoabl Bo-
ne3Hn. Pernctp no3BonsieT KOHLEHTPUPOBaTb CBEEHNS
0 BOMbHbIX, YTO 0COBEHHO BAKHO A1 UYUEHUST PedKMX
BonesHer 1 NosyyeHUss KOPPEKTHbIX BbIBOAOB. [laHHble
3TOr0 perncTpa Nno3sosisT NPOBOAUTL Hay4YHO-UCCHe-
[oBaTenbckylo paboTy, B TOM uMCre peTpoCrneKTUBHbIE
3NMAEMUONOrnYeckne uccnenoBanns. [laHHble perun-
cTpa 6onbHbix AIb ncnonb3oBaHbl NpyU NpoBefeHUn pe-
TPOCMEKTMBHBIX 3MMAEMUOSIONMYECKUX  UCCIIE[0BaHUN
no u3yyeHuio 3aboneBaeMoOCTW, pacnpoOCTPaHEHHOCTH,
NeTanbHOCTW CPedu OeTel B pa3HbIX perMoHax CTpaHbl
“ B Lenom no Pd.

MATEPUAINbI U METO[bl UCCJIEQOBAHUA

PeTpocnekTuBHOE 3NMAEMMONOrMYecKoe UCCreno-
BaHWe MpoBefeHO Ha Da3e OEeTCKUX remMaTonornyeckux
oTneneHnn pecnybnmkKaHCKuX, KpaesblX M 061acTHbIX
B0onbHML, POCCHIICKON BETCKON KIMMHUYECKOW BOMNbHMLbI
MwuHsgpaBa Poccun 1M HaumoHanbHOro MeguLMHCKOro
MCCMEenoBaTeNbCKOro LieHTpa [ETCKOW reMaTosioruu,
OHKOMOrMM WU UMMyHonorum wMm. [OmuTtpua Porayesa
MwuHapnpaBa Poccun. [laHHOe vccnepoBaHune nopaepxa-
HO He3aBMCKMBIM 3TUYECKUM KOMUTETOM U YTBEPXKAEHO
peLueHneM YueHoro coseta HMULL AFOW.

B koHue 2018 ropma B HayuHOW 3MeKTpoHHON base
perucTtpa cogepsanucb AaHHble 0 141 nauumeHte wu3
137 cemelt, B ToM uucne 11 ceMeiHbix cnydyasx. Co-
OTHOWEeHNe Manbumkm:geBoukn — 1:1,1. «Knaccuue-
CKas» KNMHWYeCKasn KapTuHa 3aboneBaHus BbisiBieHa y
118 naumeHTOB. Y 23 yenoBekK [aHHbIX AN NPOBEAeHUs
MOJIHOrO aHa/nM3a OKa3anoCb HEAOCTaTOYHO: OTCYyT-
CTBOBanu cBefeHust 0 HeHOTUNUYECKNX 0COBEHHOCTSX

naumueHTa, TpaHCPY3NOHHOM aHaMHe3e WK NpPoBefeH-
HOM paHee Tepanum [11].
Kputeprem BKMIOYEHUs MaLMEHTOB B WCCrenoBa-
HWe BbI1I0 COOTBETCTBME MEMKAYHAPOAHbIM OMarHOCTU-
ueckmuM Kputepuam Alb [6]: amarHo3 <«Knaccuyeckas
Alb>» ycTaHaBnMBalOT NpU HamMumMM Bcex 06s3aTenbHbIX
OMarHocTuyeckmx kputepueB. K HeCCMMMTOMHbIM HO-
CUTENAM OTHOCMIIM MaUMEHTOB C HannuMem MyTauui B
reHax puvbocoMarnbHbix 6enkoB 6e3 KIMMHUYECKUX 1 na-
BopaTopHbIx NposiBreHuin 3abonesaHus.
MepBuYHas pmarHocTMka 3aboneBaHuss OCYLLECT-
B/1AS1aCb C MOMOLLbIO MEXAYHAPOAHO MPU3HAHHbBIX KPU-
TepueB NOCTaHOBKKU AuarHosa A[lb.
Kputepuu guarHoctuku AQ1B [6]
O6si3aTenbHble ANArHOCTUYECKNE KPUTEPHUN:
® Bo3pacT MeHee 1 ropa;
©® MakpouuTapHas aHemusi bes apyrmx 3HauMMbIX
LMTOMNEHUN;

©® PeTUKYNOLMTOMNEHNS;

® HopMaJsibHas KIeTOYHOCTb KOCTHOIO Mo3ra
C HEAOCTaTOYHOCTbIO 3PUTPOUAHBIX
NpeawecTBeHHNKOB (< 6%).

HononxuutenbHele KpuTEPUN:

[naBHble!

©® MyTauwus FeHOB, OMMCaHHAsA NP <KJ1aCCUYECKON>

ADB (RPS19, RPS10, RPS24, RPS26, RPL5,
RPL11, RPL35a, RPS7, RPS17);

@ NO3NTUBHBIN CEeMENHbIN aHaMHes.

BtopocTteneHHsbie:

® NoBbILLEHHAsA aKTVBHOCTb aieHO3MHAE3aMMHa3bl

3pUTPOLIMTOB;

® BPOKAEHHbIE aHOMasUKW, ONNCaHHbIE MpK

«Knaccuueckoin» Allb;
® noBbILLEHHBIN PeTanbHbIM FreMornobuH
(y meteit ctapiue 6 Mec.).

OuarHos «knaccuyeckas AJb» cTaBaT npu Hamu-
umm BCex obs3aTenbHbIX AMArHOCTUYECKUX KPUTEPUEB.
B MKB-10 ALlb umeeT py6pury D61.0 [10].

Habniopaembie TeppuTopun: Mockea 1 MockoBckas
obnactb, CaHkT-MeTepbypr u IleHnHrpanckas obnacts;
pecnybnuku bypatus, JarectaH, KabapanHo-bankapus,
Komu, CeBepHasi OceTust; kpas CTaBpononbCckuin n Kam-
yaTckui; obnactn benropoackas, bpsHckasa, Bonro-
rpanckasi, Bonoropckas, BopoHexckas, VBaHOBCKas,
KemepoBsckas, Koctpomckas, KypraHckas, Hosocmbup-
ckas, Omckas, OpeHbyprckasi, Camapckasi, Tymbckas,
TioMeHcKasi, YensibuHckas n fpocnaBckasi.

Mepuwon HabnioneHua coctaeun 6 net — ¢ 2011 no
2016 rop. Obcnepyemasi nonynsaums: 4eTCKoe rOPOACKoe
n cenbckoe Hacenenune B Bo3pacTte oT 0 go 15 nert, Ha-
BrilopaemMoe neguaTpUMUecKomn ceTbio — pecnybnukaHcku-
MW, KpaeBbIMK, 06NaCTHBIMW, FOPOACKUMU BONMbHULLAMY.
[aHHble 0 UYMCMEHHOCTU HOBOPOMKOEHHBIX, POMKAEHHbIX
MUBbIMU, MOMTyYeHbl Ha cailTe Pocctata (www.gks.ru).
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Cratuctuueckas obpaboTka paHHbIX. Pacuer
nokasaTtens 3abonieBaeMoCTV MPOV3BOAMIIN MO dhopMyre:
Y =n x 10%/N;
roe Y — nokasaTesnb 3ab0n1eBaeMoCTu; N — YUCNO BbIAB-
NMEeHHbIX cnyyaes 3abonesanust 3a rog; N — cpegHerono-
Basl YACIIEHHOCTb HAaCENEeHUs UCCMenyeMon BO3paCcTHOM

rpynnbl.

lMokasaTenb NeTanbHOCTU paccUnTbIBanv Mo oopmyne:

L = M/N x 100;
roe L — nokasaTenb neTanbHOCTU B NpoLueHTax; M — unc-
1o crnyyaeB cMepTu oT 3aboneBanus; N — obLuee uucno
crnyyaes 3aboneBaHus 3a rog UK nNepuog, HabnofeHus.

lMokasaTenb pacnpoCTPaHEHHOCTM PacCYUTbIBANM

no coopmyne:

Y =n x 10%/N;
roe Y — nokasaTenb pacnpocTpaHeHHOCTH; n — obluee
yucno cnyyaes 3abonesaHus, HabnogaeMbix B 4aHHOM
rofy BHe 3aBMCMMOCTM OT rofa AMarHoCTVKM 3abonesa-
HusA; N — cpedHeronoBasl UMCNEHHOCTb HaceneHus uc-
crefyeMoii BO3pacTHOM rpynnbl.

AHan1s TeHpeHUMM 3MeHeHus nokasateneit (nosbi-
LLEHWe UK CHUsKeHWe) 3aboneBaeMocTy 1 pacnpocTpa-
HeHHocTu A[Lb npoBOAMIM METOLOM NMHENHOr O perpec-
CMOHHOr0 aHanu3a ¢ rpacoyecK1UM NoCTPOEHWUEM NTUHUM
TPeHaa 1 npuBefeHneM opMynbl TPeHAa C MOMOLLbIO
NPWKMagHOM CTaTUCTMUYECKOM nporpammel Statistical
for Windows Ha N3BM.

KapTorpadhmnyeckuin MeTon aHanmsa abcomnioTHOro
KonmuuecTBa fgetew, 3aboneswux ALB, B mepuon awHa-
nu3a B TEppWUTOPWarnbHOM acnekTe npefycMaTpuBaeTt
paspeneHve Ha pefepanbHble OKpyra U HaHeceHue Mo-
MTYYEHHBIX [aHHbIX Ha reorpadmyeckyio kapTty. Meton
MO3BOSSIET HarNAAHO NPOAEMOHCTPUPOBATL PasfMuns B
KonuuecTse feTen, 3aboneswmx Allb.

PE3YJIbTATbI UCCINEIOBAHUSA

B MeauuMHCKOM [OKYMeHTauuu rpynnbl u3 99 neten
Bbiny NpocneskeHbl cnepylowwme dakTbl: yCTaHOBIIEHNE
amarHosa A[IB no 12 mec. (0ba3aTesnbHbIN anarHocTmye-
CKWIl KpUTEPUI), perucTpaumsi paHHen MaHudpecTaumm
3aboneBaHnsa U Hayano 3aMeCcTUTENbHOW Tepanuu 3pu-
TpouuTHOM Maccoit (Tabnmua 1). PaHHWe aMarHocTvka 1
Hauano neyeHus BoisieneHbl y 97 (97,9%) 6onbHbIX — 3T0
XOpOoLUMi nokasaTtenb. narHoctuka ALb y neten ctap-
we 12 Mec. oTMeyueHa TonbKo Y 2 (2,1%) 6onbHbIX.

CpenHerofoBoi  nokasatenb  3aboneBaemMocTy
pnetei AIb Ha TeppuTopun PO 3a nepuop ¢ 2011 no
2016 rop coctasun 0,63 + 0,034 cnyyas (ot 0,47 oo
0,74 cnyyas) Ha 100 TbiC. HOBOPOKAEHHBIX MaSIbYMKOB
M IeBOYEK, PONKIEHHbIX KuBbiMU (Tabrmuya 2). OueHka
OVMHaMWKKM MoKasaTensa 3aboneBaeMoCTM METOAOM Nu-
HEWHoOW perpeccun ¢ rpadduyeckuM MOCTPOEHUEM Nn-
HUM TpeHOa MoKa3arna TEHOEHUMIO K ero yBenMyeHuIo
(pucyHok 1): HakmoH NuHWMK TpeHaa cocTasun +0,5493.
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Cpenv BepoATHbIX NMPUYMH pOCTa MokasaTtens 3abone-
BAaEMOCTV MOMHO paccMaTpuBaTb YryYlUEHWe AMarHo-
ctukn Alb. B nccnenoBaHune Bbinn BKIOYEHbI Cyyan
ovarHocTukun AIB y neteit no 2016 ropa. lMpencraenset
MHTepec nporHo3 3aboneBaeMOCTM Ha nocnepyloLLmne
rOfdbl, BbIMOSTHEHHBIN C MOMOLLbIO JIMHEMHOro perpec-
CMOHHOMO aHanusa (MPOrHOCTUYeCKas YacTb TpeHaa Ha
2017-2019 ropbl NokasaHa MyHKTUPOM Ha pucyHke 1).
Bo3MoskeH panbHenwmnii pocT nokasaTens 3abonesae-
mMocTv ALlb y peTeit, uTo 06OCHOBLIBAET NPOAOIIKEHNE
3NMAEMMONOrnYecknx nccnenoBaHuii Ha base peructpa.

CpenHeromoBoi  nokasatenb  3abofieBaemMocTy
ALl — 0,63 + 0,034 Hosbix criyyas (ot 0,47 oo 0,74 cny-
uas) Ha 100 TbIC. HOBOPOMKAEHHbIX, POMOEHHBIX ¥KUBbI-

Tabnuua 1
BospacT peten, 6onbHbix A[IB, K MOMEHTY AnarHo-
CTUKM npouecca, no fgaHHbIM perucTpa (n = 99)

Bo3pacT 605bHbIX Konunyectso 60nbHbIX

K MOMEHTY
auvarHocTuku A, Mec. a6e. %
0-1 39 38,3
1-3 33 33,3
3-12 26 26,3
>12 2 2,1
Tabnuua 2

AbconioTHoe KonuuecTBo fetel B Poccum,
3aboneswux Alb B nepuop HabniopeHus,

M noKasartenb 3abonesaemoctu Ha 100 Tbic. neTei,
POXAEHHBIX }XUBbIMU

KonuuyectBo A6conioTHoe JISLEEET I
- 3a6oneBaeMoCT1

Fon nerten, KOJIMYeCTBO Ha 100 Thic

HabnoaeHus [FR2GILIERS netei, nerten ;

JKUBBIMU 3a6oneBLmx oK eHI-;bIX

B PO AlB poxa
JKUBBIMU

2011 1796 629 12 0,67
2012 1902 084 9 0,47
2013 1895 822 12 0,63
2014 1942 683 13 0,67
2015 1940579 11 0,57
2016 1893 256 14 0,74

Mtm 18951755+ 197736 11,8+0,6 0,63 +0,034
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PucyHok 1

[InHamuka nokasatens 3abonesaemoct ALLE y peteit B P® B 2011-2016 ropax, TpeHn 3abosieBaeMoCTW, NOCTPOEHHbIN METOLOM NUHENHOM
perpeccuu, U MPorHocTUYeckas yacTb TpeHaa Ha 2017-2019 ropb! (myHKTUp), Ha 100 ThIC. HOBOPOXAEHHbIX, POSKAEHHbIX KMBbIMU

0,47

3abonesaeMocTb
o o o o
I M S

o
|

y =0,0197 x + 0,556

2011 2012 2013 2014

MW, NMPaKTUYECKN C OOMHAKOBbLIM COOTHOLLEHWEM MOSI0B
(1:1,1) — B LESIOM COOTBETCTBYET CTATUCTUUECKUM [aH-
HbIM eBponenckux n Cesepo-AMepUKaHCKOro perncTpos
AQB [12-14].

JleTanbHOCTb NpencTaBnsieT coboi foKanbHbIA No-
KasaTenb B XapaKTepucTuke Kakoro-nubo 3abonesa-
HUA U MPUHAANEXUT KOHKPETHOMY oTaeneHuio, 6onb-
HULLe, PEerucTpy, TO eCTb He SIBNSAETCA MONYNSLUMOHHBIM.
B peructpe 6onbHbix AlB HMULL AFOU wM. Omutpus
PoraueBa 3a nepuopr aHanusa 3aperucTpupoBaHbl TpU
CMepTeflbHbIX MCXopa B rpynne Habniopgaembix 6onb-
HbIX (n = 141); nokasaTtesnb netanbHocTv — 2,12%. OguH
NauneHT yMep OT CEpAEeYHOW HeJoCTaTOYHOCTU B BO3-
pacTe 24 neT BCNeACcTBMEe NOCTTPaAHCAY3NOHHOW nepe-

Tabnunua 3

I I
2015 2016 2017 2018 2019
on

rPY3KM }Kene3oM; OfiHa NaumeHTka — B Bo3pacTe 12 neT
OT CenTMYECKOro Loka (Bo3byauTenb HensBecTeH) Ha
choHe adhhekTMBHOM Tepanuu TIOKOKOPTUKOCTEPOU-
gamu (MeTMnnpeaHn3onoHoM) 6es NpodnakTMYecKoro
npvemMa TPUMETOMNPMMA; OAMH ClyYal eTanbHOro UCX0-
[a 3aperncTpupoBaH Ha +21-1 feHb nocne rannonaeH-
TUYHOW TPaHCMMaHTaUMM reMono3TUYECKMX CTBOJIOBbIX
KINETOK OT MaTepu B pesynbTaTe CENnTUYECKOro LUOKa
CMHErHowmHow atnonorun. Huskuin nokasatenb netanb-
HOCTW CBUOETENbCTBYET 06 3dhheKTUBHOCTM coBpe-
MeHHbIX onuuit neuenns ALLB y neTeit (3amMecTuTenbHas
Tepanus, JleyeHue TIIOKOKOPTUKOCTepouaamu, L-new-
LIMHOM, TpaHCMNMaHTaums reMomno3TUYECKUX CTBOSOBbIX
KNeToK, XxenaTopHas Tepanus).

A6conioTHoe KonMuecTBo aeteit B Poccumn, sapermcTpMpoBaHHbIX B perucTpe Ha Hauyaso U KOHel, Ka)Xpaoro
roga nepuopa HabniogeHus, U NoKasaTesib pacnpocTpaHeHHocTH Ha 100 Tbic. feTei, pOKAEHHBIX KMBbIMU

r Yucno peten, KonuuyecTBo cny4yaes A6conioTHoe KonuuecTtBo cny4vaes MIEEELTENL
on AlG o ALIB pacnpocTpaHeHHoOCTH
SEGh TR POXAEHHbIX b B peructpe KOJINYEeCTBO feTen, B peructpe B 1G0T, et
XKUBbIMU Ha Hauarno ropa 6onbHbIX ALB Ha KoHeL, ropa . !
POXAEHHbIX XXUBbIMU
2011 1796 629 70 12 82 4,5
2012 1902 084 82 9 91 4,7
2013 1895 822 91 12 103 5,43
2014 1942 683 103 13 116 5,97
2015 1940579 116 11 127 6,5
2016 1893 256 127 14 141 7.4
M+m 1895175,5+19773,6 11,8+0,6 5,75+ 0,87
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PucyHok 2
[lnHamuka nokasatens pacnpoctpaHeHHocTv Alb y netein B Poccun B 2011-2016 ropax; TpeHA nokasaTens pacnpocTpaHeHHOCTU, MOCTPOEH-
HbI1 METOAOM JIMHEWHOW PErpeccum, W MPOrHOCTUYEeCKas yacTb TpeHaa Ha 2017-2019 roabl (myHkTvp), Ha 100 TbiC. HOBOPOMKAEHHBIX, POKAEH-

HbIX XXUBbIMU

10+

PacnpocTpaHeHHoCTb
7

y =0,584 x + 3,706

I
2011 2012 2013 2014

PucyHok 3

KapTtorpacuueckuin aHanus pacnpegeneHns abconioTHbIx cryyaes
AB y neteit B chepepanbHbix okpyrax P® B nepuop Habnioaexns
(n=137)

Mpumeydanme: LU®O — LenTpanbHbisi denepanbHbiii okpyr (®0); C300 — Cese-
po-3anagHbii @0; YOO — Ypansckuii @0; CPO — Cubupckuii ®0; A0 — Hans-
HesocToYHbE PO, [190 — Mpusormkckuii @0, 00 — I0mHbi @O, CKPO — Cese-
po-Kaskasckuii ®0.

TeHOoeHUMs K yBeIMUEHUIO Y ieTel nokasaTtens 3a-
BonesaemocTtn A[lb, 3aperucTpupoBaHHas 3a nepvog
HabniogeHns, M HU3KWIN MoKasaTeNb NeTanbHOCTU Mo-
3BOJIASIN MPEANONOMUTL POCT PAaCcCNpPOCTPAHEHHOCTH 3a-
BonesaHusA. ABComoTHOe KOMMUEeCTBO AeTen B Poccuwm,
3apEerncTpupoBaHHbIX B PErMCTpe Ha Hayano M KoHel,
Ka[oro rofa nepvopa HabmogeHns, n nokasaTenb pac-
npocTtpaHeHHocTn AB Ha 100 Tbic. peTe, posKOEHHbIX
UBbIMKW, MpefcTaBneHbl B Tabauye 3. B 2011 ropy,
[0 Hayana MccnepfoBaHvsi, B PErMcTpe HacuuTbIBaNoCh
70 6onbHbix ALB. B nocnenyiowmin nepmop HabmopeHus
(2011-2016 ropsl) B peructp ewerogHo fobaensnoch
oT 9 0o 14 6onbHbIx (B cpegHem 11,8 £ 0,6); K KoHLy
nepuopa HabnogeHws obllee konuyecTso aeten, 6osb-
HbiX AB[l 1 3aperncTpupoBaHHbIX B pErncTpe, CoOCTaBu-
no 141 yenogek. [lokasaTtenb pacnpoctpaHeHHocTv Alb
y neTeit konebancs ot 4,5 po 7,4 cnyuyas Ha 100 TbIC.
HOBOPOMOEHHbIX AETEN, POXKAEHHbIX MBbIMW. CpepHero-
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I I
2015 2016 2017 2018 2019
[on

L0BOW NoKasaTesb pacnpocTpaHeHHocTy A[lB 3a nepuog
HabniopeHua coctasun 5,75 £ 0,87 cnyyasa Ha 100 Tbic.
HOBOPOXAEHHbIX [ETEW, POXKAEHHbIX KMBbIMU. [InHaMunka
nokasaTens pacnpocTpaHeHHocTn A[Ib y neten B PO B
2011-2016 ropax, TpeHA MoKasaTens pacrnpocTpaHeH-
HOCTW, MOCTPOEHHbI METOAOM JIMHENMHOM perpeccuun
(Ha 100 TbiC. HOBOPOMAOEHHBIX, POSKAEHHBIX SKMBBIMM),
npeacTaBneHbl Ha pucyHke 2. BoisiBneHa TeHaeHUMs K
YCTONYMBOMY YBESIMYEHMIO NMOKa3aTeNst pacnpoCcTpaHeH-
HocTu ALLb y pneTeit, uto cBupeTenbCcTByeT 06 adhdhek-
TUBHOM JIeYEHUM W HAKOMSIEHUN NOMYNALUMM BOMbHBIX.

BbisiBNeHHOe C NOMOLLbIO KapTorpadMuyeckoro aHa-
nusa pacnpegenenve nauveHtos ¢ AIb no dhenepanb-
HbiM OKpyram (®0) P® npenctasneHo Ha pucyHke 3.
Kak n cneposano oxupatb, nauueHtos ¢ AIB 6onb-
e B Hanboriee rycCTOHACENEHHbIX PErMoHax CTpaHbl.
B LeHtpansHoM PO BbISBMEHO Havbombluee Konunye-
cTBO fieTew, bonbHbix AlB, — 52 nauveHTa; Ha 2-M paH-
rosom mMecTe — CeBepo-3anagHbin O — 16 cnyyaes; Ha
3-M mecTe — [lpuomxckuin ®O, roe 3admkcmMpoBaHo
15 cnyuaes.

3AKITIOYEHUE

Brnepeble co3paHHbIii B Poccuu  KNMHWMYECKWI
perucTp peteit, bonbHbix ALIB, no3sonun cobpatb yHU-
KanbHbli MaTepuarn (141 criyyait), BaxHbli Ans N3yyeHns
penkunx 3abonesaHwin. B nononHeHun pernctpa npuHAm
yyacTue [faBHble creuuanucTbl Bcex drefeparnbHbIX
okpyros P®. Ha 6a3e peructpa 6biv npoBefeHb! peTpo-
CNEKTUBHbIE 3MUAEMUONOTMYECKNE WCCMEAoBaHNA Mo
M3YYEHMIO OCHOBHbIX YAaCTOTHbIX XapaKTepUCTUK — 3abo-
NeBaeMOoCTU, PaCNPOCTPAHEHHOCTN U NETanbHOCTU Npy
A[lb. CpaBHEHME 3TUX XapaKTepUCTWK C 3apybeskHbIMK
OaHHbIMW MOKa3ano UX COMOCTaBMMOCTb. [MofyyeHHble
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3NMAEeMUONIOrnyeckne cBefleHns o 3aboneBaeMocTu U
pacnpepneneHuy naunMeHToB no dpefepanbHbIM OKpyram
P® Heobxogumbl ona onpepeneHns obbema MeguuMH-
ckoi nomolumn getam ¢ AIB. MokasaHo, YTo B NneyeHum
petevi ¢ AIIb B Poccum npuMeHsaoTCA BCe CyLLeCcTBYlO-
LLIME CerofHsa B MeOMLMHE MEeTObl TEYEHUsT — MTIIOKOKOP-
TUKOCTEPOWAbI, NMOKU3HEHHAs! 3aMeCcTUTeNbHaA Tepanus
3PUTPOLIMTHOM MaCCOW B COYETaHWUU C XeNaTopHON Tepa-
nuen, neyexne L-nemumHoM, TpaHCNIaHTaUMs reMonoa-
TUYECKMX CTBOMOBbIX KNeTok 1 ap. 06 adhdekTnBHoCTH
3TUX METOLOB fEeYEHWsI CBUOETENbCTBYIOT yBenuyeHue

He yka3saH.

ORCID

rokasaTesnsi pacCnpoCTPaHEHHOCTU U HU3KWI NOKa3aTenb
netanbHocTu aeTei, bonbHbix ALLB. B petckom BospacTe
AJlb aBnseTcs kypabenbHbIM 3aboneBaHneM.
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