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B nccnepoBaHum npeactaBneHd aHanna 88 naumMeHToB ¢ nepBUYHbIMU MMMyHoaeduumntamm (MNLAC), 3apernctpmpoBaH-
Hbix B CTaBpononbckoMm kpae (CK) B nepuon ¢ 1999 no uionb 2019 roga. PacnpocTpaHeHHOCTb NepPBUYHbIX UMMYHOAeDU-
umtoB B CK coctaBnset 3,1:100 000 HaceneHus. B koropTe XmnBbix nauueHToB npeobnagatot aetu (74,7 %). CooTHoweHne
MaLneHTOB MYXCKOro 1 XXeHCKoro rnona cocrtasnsaeT 1:2,03. B peructpe nepBuyHbiXx ummyHoaeduumtos CK Bepndunumpo-
BaHO 27 Ho3onormyeckux Gopm. MonekynspHo-reHeTu4eckmnii anarHo3d noarsepxaeH y 38,6 % 6onbHbIX. TpaHcnnaHTa-
LA reMOMnoaTUYECKUX KNeTOK ocylecTBneHay 11,4 % 6onbHbix. Npenapartbl BHYTPMBEHHbBIX MUMMYHOM100Y/IMHOB NONyYatoT
20,2 % naumeHTOB. JleTanbHOCTb B koropte 605bHbIX MNAC B pernctpe CK pocturaet 6,9 %.

KnroyeBsbie cioBa: rnepBun4Hble MMMyHO,qed)l/lLll/lTbl, pPerncTp, anngemMuosiorndyeckas xapakrtepuctrka, reparivs

Study presents an analysis of 88 patients with primary immunodeficiency (PID), registered in the Stavropol Territory (ST)
in the period from 1999 to July 2019. The prevalence of primary immunodeficiency in the ST is 3.1:100 000 population. The
cohort of living patients is dominated by children (74.7 %). The ratio of male to female patients is 1:2.03. 27 nosological
forms were verified in the register of primary immunodeficiency of the ST. Molecular genetic diagnosis was confirmed in
38.6 % of patients. Hematopoietic cell transplantation was performed in 11.4 % of patients. Intravenous immunoglobulin
preparations are received by 20.2 % of patients. Mortality in the cohort of PID patients in the ST register reaches 6.9 %.
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TKC® - rpaHynoumMTapHblii KOJIOHMECTUMYNUPYOLWNIA dakTop PO
NMNAC - nepBuYHOE MMMYHOAEDULNTHOE COCTOSIHME CK

- Poccuiickan ®epepaums
- CTaBpoOnonbCKUI Kpan

I/IMMyHOFI,eq)VILI,VITHbIe COCTOSAHMSA Ka4eCTBO XXU3HU U MPOrHO3 nauveHToB, U3SMEHUTb

€pBUYHbIE
n (MUAC) npepcTaBngioT co60i rpynny Hacnea-

CTBEHHbIX 3aboneBaHWil, BbI3BaHHbIX MOHO-
reHHbIMU UMMYHHbIMU AedeKTamMu, KOTopbie Npea-
pacnonaraioT K pa3BUTUIO cepbe3HbiXx UHdeKkuui, a
TaKke HenHEPEeKLUNOHHbIX MPOLLeCCOB, CBA3AHHbIX C
HapywleHMeM MMMYHHOW perynsauum — numdponpo-
nudepaTtmBHbIX N1 ayTOUMMYHHbIX [1-4]. CBoeBpe-
MeHHas AmarHocTtuka u paHHaq tepanua MUAC npe-
OOTBpaLLaloT pa3BUTUE TAXENbIX U HeoOpaTUMbIX
U3MEHEHN, MNO3BOJIFIOT CYLUECTBEHHO Yy4lUnUTb

oTHoweHue K MUAC kak kK 6e3HafeXxHbIM U Heusne-
YyumbiM 3a6oneBaHuam [2, 3].

Marepuan n metoabl. Pernctpaums 60MbHbIX C Nep-
BUYHBIMW MMMYyHOOedULUMTaMN OCYLLECTBASNACL HA Ka-
denpe nmmyHonormm CTaBpOMOAbLCKOrO FOCYAapCTBEH-
HOrO0 MeAUVLMHCKOro yHuBepcuTeTa, roe Obin co3naH
nokanbHbin peructp NMMAC CraBpononbckoro kpas (CK).
IOwnarHos NMNAC yctaHaBnmBancs B COOTBETCTBUN C AMa-
rHOCTUYECKUMUN KpuTepusmun EBponelickoro obuiectsa
nmmyHogedunumTtos (ESID) [5]; 65,9 % naumeHTOB, BHE-
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KPATKUE COOBLLEHUA

SHORT COMMUNICATIONS

CEHHbIX B PErncTp, npoLunn obcnenosaHue Ha 6aze HMULL
OO «®PHKL, um. m. Porayesa», POKB GIreQy BO PHU-
MY um. H. W. Muporosa, TMUUN NmmyHonorun OMBA
Poccumn (Mocksa). B 2018-2019 rr. cBegeHus o naumeH-
Tax ¢ MNAOC B CK nHTerprpoBaHbl B 9N1EKTPOHHbIN PErncTp
Poccuiickoin depepauyn. Cpokn 3a4epxKyM NnoCTaHOBKA
AnarHo3a BblHUCASANM KaK pa3HuLLy Mexay AaTton MaHude-
cTaummn 3aboneeaHuns U gator sepudurkaumm guarHo3a.

[ns cTaTmcTnyeckoro aHanna3a AaHHbIX MCMOJb30Ba-
nn nakeT nporpamm «Attestat 10.5.1». [locToBEpPHOCTb
pPa3NnYnii OLEHUBAM C MOMOLLBIO KpuTepus x2 MupcoHa.

PesynbTatbl U 06¢cyxaeHue. B nepuog ¢ 1999 no
nionb 2019 roga B CTaBpONonbLCKOM Kpae 3aperncrpu-
poBaHO 88 NauneHTOB C BPOXAEHHbIMU UMMYHHbIMU Ha-
pyweHnamun. Ha koneu, nionsa 2019 ropa 79 (87,4 %) na-
LMEHTOB XuBbl, 6 (6,9 %) ymepnn, 3 (3,4 %) noTepsHbl
onsa HabnaeHnsa. MnHumManeHas pacnpocTpaHeHHOCTb
NMMNAC B CK 6bina paccuntaHa kak 3,1:100 000 Hacene-
HWS, 4TO NPEBbLILIAET NokasaTenu B cpeaHem no Poccuu,
a TakXe nokasaTesim BO MHOIux eé obnactax [2], oaHako
CYLLLIECTBEHHO MEHbLLIE, YEM B €BPOMNENCKMX CTpaHax [3,
4]. \3BECTHO, 4TO penopTmpyemMas pacrnpoCTPaHEHHOCTb
NMnAC B mupe Bapbupyet ot 1,5 o 18,8 Ha 100 000 Ha-
CeneHnst 1 BO MHOIOM OMpenenseTcsa COounanbHO-9KO-
HOMWYECKUMU N ITHNYECKMMUN OCOBEHHOCTSIMU, a Takxe
MeTogonornen cbopa AaHHbIX U TOYHOCTbIO KJMHUKO-
nabopatopHoii anarHoctukm MUAC [3, 4]. CooTHOLWe-
HVE NauMEHTOB XEHCKOrO U MY>XXCKOro nona B permcrpe
CK - 1:2,03, yTOo cornacyeTcs ¢ gaHHbIMK peructpa Pd
(1:1,5) [2] n 6onblMHCTBa perncTpos mupa [4] un, Bepo-
ATHO, CBA3aHO C NpeobnagaHnemM X-CLenaeHHOro xapak-
Tepa HacnegoBaHUSA OTAENbHbIX HO3010rnM4ecknx Gopm.

B koropte xuBblx nauueHTtoB ¢ MNAOC B CK Ha mo-
MEHT nccnegoBaHus npeobnagatot aetm — 59 (74,7 %),
4YTO coBMnajaeT C AAHHbIMU, NPEeaCTaBNEeHHbIMU B Peru-
ctpe P® (70,3 %) [2]. B rpynny B3pOC/bIX NaLneHTOB
BxogaT 20 (25,3 %) yenosek. MegmaHa Bo3pacTa naum-
eHToB peructpa CK coctasnsiet 10 net, camomy mnag-
weMy nauueHTy Ha MOMEHT aHanm3a — 3 mecsua, ca-
MOMYy cTapliemMy — 74 roga. Bocemb 60bHbIX B rpynne
B3POC/bIX — MOB3POC/EBLUME NALUNEHTHI, AMArHO3 KOTO-
pbiM ObIN NOCTaB/EH eLLe B AeTcTBe. MeaunaHa Bo3pacTa
negmnaTpuyeckoi KoropTbl pernctpa 7 (3 mec.; 17 net)
JIET, B3POC/bIX NauneHToB — 26 (18; 74) nerT.

OcHosHble rpynnbl MWAC B peructpe CK npeacrtas-
NeHbl 27 Ho3onornyecknmm dopmammn. Hanbonee 4acTbl-
MU ABNAOTCS AedekTbl r'ymopanbHoro 3seHa (44,3 %),
Ha BTOPOM MeCTe MO PacnpOCTPaHEHHOCTU HAxoAAaTCs
KOMOWHMPOBAHHbLIE WMMYHHbIE HApPYLUEHUS C CUHAOPO-
ManbHbIMW NposiBneHnaMn — 15,9 %, Ha TpeTbeM — Ha-
pyweHunsa ¢parouymtosa (10,2 %), Ha YeTBEPTOM — ayTo-
BOCnanuTenbHble 3aboneBaHus 1 AedekTbl CUCTEMbI
KOMMJIEMEHTA, NPEeACTaB/IEHHbIE B PaBHbIX 00NgX — 8 %,
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Ha N9TOM — KOMOMHWPOBAHHbIE WUMMYHOAEDULNTDI
(6,8 %) 1 HapyLeHns UMMYHHOW perynsauun (4,5 %). Ha
pono HeyTodHeHHbIx MNAOC npuxogutesa 2,3 %. B cTpyk-
Type MNAC CK no cpaBHeHuo ¢ pernctpom PO vauie
BCcTpevaloTca aedektbl aHTutenoobpasosanus (44,3 u
28 %, p<0,001) [2], pa3nuunii NO CPaBHEHUIO C pPeruv-
ctpom ESID He ycTaHoBneHo [4, 5].

Y nauMeHToB BCEX Fpynmn MMena MeCTO CYLLECTBEH-
Hasi 3a4epxka NOCTaHOBKM AMarHo3a, kotopas koneba-
nacb ot 2 0o 10 mecsiueB y naumMeHToB C KOMOMHUPOBAH-
HbIMU UMMYyHOAeduuMTamMu, oT 5 mecsaueB oo 3 net — y
OoNbHbIX C AgedekTaMn WMMYHHOU perynsaumm, oT
2 MecsueB 40 3 neT — Npu ayToOBOCMaNUTESbHbIX 3a00-
nesaHusax, 0o 10 net — npun nedekrtax paroumTosa n ao
50 neT — y B3pocbix 60/bHbIX C HAPYLLUEHNSIMY B CUCTE-
Me KomnsemeHTa. MeguaHa 3afep>XXkn NOCTaHOBKU Ava-
rHo3a NMNAC B CK coctasuna 2,9 (0; 51) roga, y aeten
3ab0/1eBaHMe ANarHocTMpoBanoch bbicTpee (MeamnaHa —
2,6 ropa), 4yemy B3pochbix (MeamaHa — 3,5 net), p<0,001.

[eHeTnyeckoe mnccnenoBaHve NposeneHo y 45,5 %
nauMeHToB, MONEKYNSIPHO-FEHETUYECKMIA ANarHo3 ycTa-
HoBneH B 38,6 % cnyyaes, 4To cocTaBmio 85 % oT uncna
NPOTECTUPOBAHHbLIX. PaankanbHas MMMYHOPEKOHCTPYK-
TUBHag Tepanusa B BUAE TPAHCAAAHTALUM reMonoaTmye-
ckux knetok ocyuwecteneHay 10 (11,4 %) pneteir. B 3a-
MECTUTENbHOW Tepanuu npenapaTtaMmu BHYTPUBEHHbIX
UMMYHOIN06Y/IMHOB 13 79 XMBbIX NaUNEHTOB HYXAa0T-
ca 23 (29,1 %) yenoseka. PerynspHo nony4yaroT nede-
Hue — 16 (20,2 %). Y 5 B3pocbix 60/bHbIX 3aMECTUTESb-
Hag Tepanusa NPOBOAUTCS HeperynsapHo. [lBoe peten
He MoJy4yaloT sleyeHne B CBSA3M C OTKA30M poaUTenen.
HenpepbiBHaa npodunakTnyeckas npoTMBOMUKPOOHas
Tepanus nposoamtca y 17,7 % naunmeHToB. 3amecTu-
TenbHyto Tepanuio N'KC®H (rpaHynounTapHbIi KOJIOHWE-
CTUMYNMPYOLWLNA GakTop) nonyyaoT6 (7,6 %) naumMeHTos,
C1-nHrnéutopom — 4 (5 %), TapreTHy aHTULUTOKMHO-
BYyto Tepanuio — 7 (8,9 %), konxmuuH — 3 (3,8 %) 60bHbIX.

3aknouyeHue. MuHManbHas pPacnpocTPaHEHHOCTb
NepBuYHbIX UMMyHOAedbUUMTOoB B CTaBpPOMNOSIbLCKOM
kpae coctasnset 3,1:100 000 HaceneHus. Hanbonb-
LIYIO Fpynny COCTaBASIOT AedeKTbl 'yMOPaIbHOrO 3BeHa
(44,3 %), BTOPOE MECTO 3aHUMAIOT KOMOUMHMPOBAHHbIE
VMMYHHbIE HapYyLUEeHUS C CUHAPOMaIbHbIMU NPOSIBNIEHN -
amu (15,9 %), TpeTbe — gedekTbl paroumtosa (10,2 %).
B peructpe npeacrtaBneHo 27 yTOYHEHHbIX HO30/10rn4e-
ckmnx dopm MUAOC. MonekynspHO-reHeTu4eckmin gma-
rHO3 NoaTBepXxaeH B 38,6 % cnyyaes. TpaHcnnaHTauus
reMornoaTnyeckmnx knetok ocywecteneHa y 11,4 % na-
LUMEHTOB. PerynsapHylo 3aMecTUTESNIbHYO Tepanuio npe-
naparaMmu BHYTPMBEHHbIX UMMYHOII00Y/TMHOB MoJlyyatoT
20,2 % 60bHbIX.
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YCOBEPLUEHCTBOBAHWUE PEABUAUTALLUU AETEU
C XEAE3OAEPULUUTHBIMU COCTOAHUAMMU .
B YCAOBUAX OBLLEOBPA3OBATEAbHbIX YYPEXAEHUU

B. A. lLlaweas, A. A. buLueHoBa

Ky6aHCKMU roCy AQpPCTBEHHbIM MEAULLMHCKUA YHUBEpPcUuTeT, KpacHoaap,
Poccuinckasa Peasepaums

IMPROVEMENT OF REHABILITATION OF CHILDREN
WITH IRON DEFICIENCY IN EDUCATIONAL INSTITUTIONS

Shashel V. A., Bishenova A. A.

Kuban State Medical University, Krasnodar, Russian Federation

Llenb nccnepoBaHus — ycCoBepLUEHCTBOBAHME NOAXOA0B K PaHHE! AnarHocTmke, npodunakTnke n peabunntaumm xene-
304edNLMTHBIX cocTosHMIA (KAC) y feTel WKoNbHOro Bo3pacTa B yCnoBuax 06eobpa3oBaTesibHbIX yipexaeHuii. Mposo-
ONIIN KOMIMJIEKCHYIO OLLEHKY COCTOsIHUA 300poBbs 1230 WKoNbHMKOB B Bo3pacTe 6—17 neT, nocelatowmx obpasoBaTesibHOe
yupexaenue «Jlmuei Ne 4», OcyLLecTBASIM aHKETUPOBaAHWE, OLLEHMBANN KIIMHUYECKOE COCTOsIHME 1 nabopaTopHble noka-
3atenn XAC y wkonbHMKOB. PaspaboTanu nporpammy peabunutaumm ans oetel ¢ npenaTteHTHbIM AePULNTOM Xenesa
(MAOX), c nateHTHbIM AedurumnTom xenesa (JIOX) v xxeneszonedpuuntHo aHemmen (XKOA). NonyyeHHble pedynbTaTbl CBUAE-
TENbCTBYIOT O NONOXMUTENbHON AMHAMMKE Y BCEX MAaLMEHTOB, OCOOEHHO Y LWKONbHUKOB ¢ JIAXK. Y HekoTopbix aeTen ¢ XOA
peabunutauusa 6bina npoasiieHa oo 3 Mecsiues.

Mporpamma peabunutauum wkonbHMKOB ¢ XKAOC B ycnoBusax obuieobpasoBaTesibHbIX yYpexaeHnii cnocobcTByeT npo-
XOXAEHWNIO MOJSTHOro kypca 6e3 M3MeHeHUst y4eBGHOro npoLecca.

KnroyeBsbie cioBa: xeneso,qedmunmble COCTOSIHWS, LLIKOJIbHUKU, peaémnMTaLu/m

The aim of the study is to improve the approach to early diagnosis, prevention and rehabilitation of iron deficiency disor-
ders (IDD) in children of school age in the conditions of general educational institutions. A comprehensive assessment of the
state of health of 1230 schoolchildren aged 6—-17 years attending the educational institution «Lyceum Ne 4» was conducted.
Questionnaires were carried out, the clinical condition and laboratory parameters of the IDD in schoolchildren were evalua-
ted. We have developed a rehabilitation program for children with prelatent iron deficiency (PID), latent iron deficiency (LID)
and iron deficiency anemia (IDA). The results obtained indicate a positive trend in all patients, especially in schoolchildren
with LID. In some children with IDA, rehabilitation was extended to 3 months.

The rehabilitation program for schoolchildren with PID in the conditions of educational institutions contributes to the
completion of the full course without changing the educational process.

Keywords: iron deficiency disorder, schoolchildren, rehabilitation
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