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Pe3tome. I]env uccnedosanusn — aHanus pesyiabTaToB oOciefoBaHus AeTe Ynmyprckoil PecmyOmuku
Ha nepBuyHble UMMYyHOnepuuuter ([TN]1), onpenenenue rpynmn pucka, OTHOCSIIMXCS K «CEPOW 30HE» IO
JTAHHBIM PACIIMPEHHOTO HEOHATAILHOTO CKpUHUHTA. Mamepuaivl u memoowvt. JJUarHoOCTUKA BPOKICHHBIX
nedeKkToB UMMYHHUTETa y JeTeil Yamyprckoil Pecniyonuku, nposenenHnas B 2022-2024 rr., BKiIroyansa He-
CKOJIbKO dTarnoB: B 2022 r. obcienoBano 43 pebenka, poxuBmmmxcs B 2019-2021 rr., ¢ BHCHOIB30BaHHEM
CYXUX ISITEH KPOBH, B3SITHIX B MEPUOJ HOBOPOXKIECHHOCTH JJIs HEOHATAJIBHOIO CKpuHUHTA; B 2023-2024
IT. — 219 nereii rpynmsl pucka Ha [TU]] (coBMectHO ¢ @onmom [lonconnyx); B 2023-2024 rr., B pamMKax
pacuIMpeHHOTO HEOHATAJIbHOTO CKpUHHHTA — 24622 HOBOpOXIeHHBIX (ucciegoBanue B OI'bBY «HMUIL]
AT'TI umenn akanemuka B.M.KymakoBay M3 P®); B 2024 1. — 12 wenonomenusix ¢ OHMT u OHMT; B
2024 1. — 14530 HOBOPOXKAEHHBIX, poauBIIuXxcs B 2021 ., ¢ UCTIOJIb30BAaHUEM CYyXHX ISITEH HEOHATAIBHOTO
ckpununra (uccinegoBanue B ®I'BHY «MI'HL umenu akanemuka H.I1.boukoBay). lnsa nuarnoctuku [T ]
B cyxux narHax kposu onpeneisin JIHK TREC u KREC (ma6op mis konmuuectBeHHoro onpeaencHus JJHK
TREC u KREC metonom nonumepasnoit nennoi peakunu, OOO «ABB-TECT», Poccus). Pesynomameot.
HccnenoBanne mokasano 1eiecoo0pa3HOCTh MPOBEAEHUs BceX TanoB oOcnenoBanus nereit Ha [1IM]]. Ha
BCEX JTanax ucciaeaoBaHui ObuTH AuarHoctupoBansl [1W]] y neret rpynm pucka, 4To MO3BOJIMIIO CBOEBpE-
MEHHO HayaTh MAaTOT€HETUYECKYIO Tepanuto. [Ipu nmpoBeneHnn pacimpeHHOro HEOHATaIbHOIO CKPUHHUHTA
BBISIBJICHA TIPOOJIEMa «Cepoil 30HBI», sl KOTOpoi xapakrepHo Hannuue nokazareneid TREC u KREC Brime
YCTaHOBJICHHOTO TTOpOoroBoro 3HadeHust (>100 konuii Ha 10° KJIETOK), HO HU)KE 3HAYCHUH, YKa3aHHBIX B UH-
crpykiuu npousogutenem (TREC — 450 konwuit 10° kinetok). [larueHTsI 3TOM TPYNIBI UMEIOT BBICOKHI
PUCK paHHEHW peanu3aiiu TsHKENbIX 3a0o0sieBaHuid, pa3suBaroniuxcs y nereit ¢ [IMJ]. Jletu, oTHeceHHbIE K
9TOM KaTeropuu, TpedyroT nmosropHoro onpeaencHus nokasareneid TREC u KREC, nuramuyeckoro Ha0mro-
JIEHUS IEUaTPOM, UMMYHOJIOTOM U APYTUMHU CHELUATUCTAMU.
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[Teppuunbie ummyHonedunuts! (ITN/]) npencraBasroT co00# Tpyniy TSHKEJIBIX TEHETHYECKHU IeTePMUHU-
pPOBaHHBIX 32001€BaHUM, BEI3BAHHBIX HEOOPATUMBIM HapyIIEHHUEM TOTO WJIM HHOTO 3BeHa UMMYyHHTeTa [1].
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Yacrora [11]] umeeT 3HaunTeNbHbIE pa3anuus, cocrasideT oT 1 Ha 10 Teicau 1o 1 Ha 50 ThICSY HOBOPOX-
neHHbIX. B Poccniickoii @enepaininu 1o uToraM pacimmpeHHoro HeonaraibHoro ckpuaunara (PHC) B 2023
yactoTa coctaBuia 1:6872 noBopoxaeHasix aetei [2]. [1pu 6onpmuucTe [N/l kmuHUYecKne npu3HAKU
3a0051eBaHus MPOSIBIAIOTCS B TPYAHOM U paHHeM Bospacte. IIpusnaku I11]] MHOrooOpasHbl, B mepByIO
ouepeb ATO THKENIO MPOTEKarIe HHOEKINH, ayTOUMMYHHBIE, OHKOJIornyeckue 3abonesanus [3]. CBo-
€BPEMEHHO 3amoJI03pUTh U YCTaHOBUTH auarro3 [1M]] mo KIMHWYECKUM MpOSBICHHUSIM, PyTHHHON J1a0o-
PaTOPHOI TUAarHOCTUKE IPENCTABIISAET CI0KHOCTU JJI NIPAKTUYECKOro Bpaua [4]. PaHHsAA quarHocTuka u
CBOEBpPEMEHHO Hauaras ajekBaTHas Tepanus [IM]] mo3BoisioT BO MHOTHX CllydasiX MOJHOCTbIO BBIJICUUTD
MALKUEHTOB WIH JOOUTHCS cTAOUIILHOTO OOIIET0 COCTOSTHUS M YIyUILIEHUs Ka4eCTBA )KU3HU OOJIBHBIX AeTeil.
[IposiBnenust I111MJ] MOryT BO3HUKHYThH B JIIOOOM BO3pacTe, B JaJibHEHIIEM B 3aBHCHUMOCTU OT XapakTepa
TF€HETUYECKOM MOJIOMKH UMETh Pa3Iu4HY0 CTENEHb TSHKeCTH TedeHus [S, 6]. OcHOBHON npobieMol B Ha-
crosiee BpeMs saBisieTca paHHsiga auarHoctuka [TWJL [7, 8]. Hepenko nuarHo3 ycTaHaBIWBAIOT MO3HO,
NAIUEHTHl HE MOJIYYaloT HY)KHOT'O JICUEHUs, YTO YXY/IIIaeT NporHo3 3aboneBanus. Camblil IpOCTON U 10-
CTYIHBI METOJ paHHEW JMArHOCTUKU TaKUX 3a00JIEBaHHWI — MaccoBoe OOCIe0BaHNE HOBOPOXKICHHBIX,
WM HEOHATAJIbHBIA CKPUHUHT. Tspkenble 1eeKThl IMMYHHON CUCTEMBI MOTYT OBITh OOHAPYKEHBI C TIOMO-
mpto konuuectBenHoro onpezaenenus JHK TREC u KREC (mapkepos T- u B-kiierounoro numdornossa,
OTIPEIENISIONIETO YPOBeHh HauBHBIX JIuM$onuToB). [IpoBenenue PHC B Poccuiickoit deneparuu Ha4aTo B
2023 r. HoBopoxnennsim aetsim JJHK TREC u KREC onpenensiercs B o6pasnax kKpoBu (cyxue mstTHa) [9,
10]. IIpu nposenennn PHC B pernonax Poccuiickoit @enepanny BbIABIEHBI ALIUEHTHI, OTHOCSILIUECS I10
noka3zarensim TREC u KREC x «cepotii 3one». 3nauenus nokazareneid TREC u KREC y stux nereit Boime
YCTaHOBJICHHOTO MoporoBoro 3HadeHus (>100 xonwmit Ha 10° kIeTOK), HO HUXKE PeHEPEHCHOTO 3HAUYCHUS
(TREC — 450 xonuit Ha 10° knerok, KREC — 250 xonwuii Ha 10° kierok) no nanueiMm PHC. «Cepas 30Ha»
BKItoUaet jgerei, npoweamux PHC, oTHECEHHBIX K 3J0pPOBBIM IO pe3yibTaTaM CKPUHUHIA, OAHAKO UMEIO-
IIUX BBICOKHMI PUCK pa3BUTHUA Pa3UYHBIX 3a00eBaHUN. DTU JETH HYXKIAIOTCSA B IOBTOPHOM ONpEIeIeHUN
noka3atesnied TREC nu KREC, nunamuueckoM HaOMIOACHUU MEIUaTpoM, ajjieproJoroM-MMMYHOJIOTOM U
JPYTrUMU CHELUAIUCTaMU B 3aBUCUMOCTH OT KJIIMHUYECKUX NposiBiaeHud [11].

Leapb padoTsl — aHaIU3 pe3yIbTaTOB 00CIeA0BaHUs eTe YaMypTckoil PeciyOnuku Ha nepBUYHbIE UM-
MYHOAE(QUIUTHI, OTPeAeSieHUe TPYMI PUCKA, OTHOCSIINUXCS K «CEpPOW 30HE» MO JAHHBIM PACIIUPEHHOTO
HEOHATaJIbHOTO CKPUHUHIA.

MarepuaJjibl M1 MeTOABI

[IpoBenen ananu3 pe3yiabTaToB 00CIEAOBaHUA AeTeld YIMypTCKol PecrnyOnnku Ha mepBUYHBIE HMMYHO-
nepunutsl B 2022-2024 rr. O6cnenoBanue aereit pecnyonuku Ha [THM /] BkiIroyano HECKOIBKO ITAIOB.

Ha nepsom smane B 2022 1. peTpOCTIeKTUBHO oOcnenoBano 43 pebenka Yamyprckoit PecrmyOnuku, po-
nuBmuxca B 2019-2021 rr., na BeisiBiienue [1M]J1. Mcnonb30BaHbl cyXue MsTHA KPOBH, B3STHIE B MEPUOJ
HOBOPOXIEHHOCTH, JIJIsl OOBIYHOTO HEOHATAJIbHOI'O CKPUHHMHIA Ha 5 3a00seBaHMi (BPOXKICHHBIM T'MIOTHU-
peo3, GEeHWIKETOHYPHS, BpPOKIEHHAsT TUCHYHKITHS KOPBI HAIMOYEUHUKOB, TaJJaKTO3EMHsI, MYKOBUCITHI03).
DTO UCCIe0BaHUE OPTaHMW30BAHO JI0 HadaJia pacliupeHHoro HeoHartanbHOTO cKkpuHuHTa (PHC) Ha TTU/.
OO6cnenoBaHuIO MOAJISKATN AETH YACTO U JUITUTEIBHO OoJierolue, UMEBIINE alljiepruueckue 3a00aeBaHus,
yMepIIre BHE cTanroHapa Ha nepBoM roxay xu3nu Onpexnensiin JJTHK monexyn TREC u KREC B ma6opato-
puu BY3 VP «Pecnybnukanckas nerckas KanHudeckast 6onpauma» M3 VP, r. MxeBcka.

Bmopoit sman. B 2023 1., MUHUCTEpCTBOM 37paBOOXpaHEHUs YAMYPTCKOM PecnyOnuku npuHsATO pe-
menue (Pacnopsixkenune M3 YP ot 20.01.2023r. Ne0068) 006 yuacTuu B nmuiioTHOM mpoekre: «O mposese-
Huu [IMI0THOTO MpoeKTa MO CeNIEKTUBHOMY CKPUHUHTY Ha BBISIBICHHE TSDKEIBIX (OPM BPOKJIEHHBIX OLIHU-
00K MMMYHHUTETa (MEPBUYHOIO UMMYHOACPHUINTA) Yy ACTEH, NPOXKUBAIOIIUX B YIMypTckoil PecmybOmuke,
Metoaom konuuectBeHHoro omnpeaeneHus: JJHK monexkyn TREC u KREC (mapkepoB T- u B-kierounoro
numdononsa)» coBMmectHo ¢ Dongom [lomcomnyx. B 2023-2024 rr. obcnenoBano 219 aerert YnmypTckoi
Pecny6nuxu rpynmnel pucka Ha [T1]]. Onpenenenue JJHK monexyn TREC u KREC npoBonuioch U3 cyxux
MATEH KPOBH, B3AThIX B IEPUO/I HOBOPOKIEHHOCTH /I HEOHATAJIbHOTO CKPUHUHTA, B TabopaTopuu BY3 VP
«PecnyOnukaHnckas netTckasi Kinaundeckas oonpaua» M3 VP, r.xeBcka.

Tpemuit sman. B Poccuiickoii ®enepaunn PHC navar B 2023 r. B Teuenne 2023-2024 rr. B YaMypTckoit
Pecniybnuke ponunocs 24712 nereit, obcienoano 24622 HOBOpOKIeHHBIX neTeit (99,64%). ccnenoBanus
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nposoguinck B ®I'bBY «HMULL AI'TI umenn axkanemuka B.M.KynakoBa» Munsnpasa Poccun. B pamkax
PHC 3a 2023-2024 rr. geteii ¢ [11]] ve BeisiBneno. CBeeHUN 0 HATUYUU PE3yIbTATOB aHAIN30B, OTHOCS-
LIUXCA K «CEpOH 30HE» HE MOIYUYEHO.

Yemeepmutii 3man. B 2024 1. opraHu30oBaHo JonolHUTeNnbHOE oOcienoBanue Ha [1INM]] 12 negoHomeH-
HBIX JICTeH ¢ SKTpEeMaJbHO HU3KOW M OYeHb HU3KOH Maccoi Tena B laboparopun bY3 VP «PecnyOnukan-
cKas JeTckas kiumHudeckas 6onpHUIa» M3 VP 1. MkeBcka U3 CyXuX MITEH KPOBH.

ITamotin 5man. B 2024 r. npoBeieHO MUIIOTHOE PETPOCIIEKTUBHOE 00CIe10BaHNE HOBOPOXKICHHBIX JIeTeH
Ha [IU]1, poquBmuxcst B 2021 r. [{ns uccneqoBaHusl UCIOJIb30BAHbI COXPAHUBIIMECS CyXHE MSATHA KPOBH,
B3SIThIE€ Ha HEOHATAJIbHBIA CKpUHUHT. AHanu3 npoBoawica B PI'EHY «MI'HI] um. akagemuka H.I1. bouko-
Bay, uccienoBano 14530 npo6 (B 2021 r. pogunock 14750 HOBOPOXKASHHBIX eTel ), uTo cocTaBmilo (98,5%).

Jns nuarnoctuxu [TM]] B 06pa3max kpoBu (Cyxue naTHa uiu BeHo3Has KpoBb) onpeneisum JJHK TREC u
KREC (mabop pearentoB mis konmmaectBeHHoro onpeaenenus JJHK TREC u KREC merogom nmonumepas-
HOH 1IeNHOM peakuuu B pexume peanbHoro spemenu, OO0 «ABB-TECT», Poccus).

Pe3yabrarhl uccie10BaHus, 00CyKIeHUE

Ilepeviin sman. B 2022 roay nposeaeno nockpununrooe uccienoBanue TREC u KREC u3 o6paszuos
KPOBHU «CYXUX IISITEH», B3AThIX Ha HEOHAaTalbHbIA CKpUHUHT B 2019-2021 1,43 netsim Yamyprckoit Pecy-
Oonmuku. Beex manueHToB pa3aenuiau Ha 3 TPYIbl, B 3aBUCUMOCTH OT OCHOBHOM TATOJIOTHHU. Y BCEX JeTei
Ipenoarajuch Kakue-11u0o 3a00aeBaHusl MMMYHHOM CHCTEMBI.

B 1 rpynne uccinenosanne TREC u KREC npoBeneno 5 netsm, ymepuuM B Bo3pacte 10 1 roga ¢ 0CHOB-
HBIM MATOJIOTOAHATOMHYECKUM JAMArHO30M: CHHApPOM BHe3anHou cmeptu. [lokazarenun TREC cHuxeHsl y
Bcex Jeteil (3HaueHus B untepsaie ot 33 mo 105, cpeqnee 64,2), KREC — 3nauenus B unrepaie ot 230
no 673, cpennee 321,6. Bo3pact cmeprtu nereii: 1o 1 mecsana 2 pedbenka (40%), B 2 mecsma — 1 pebeHok
(20%), B 3 mecsma — 1 pebenok (20%), B 4 mecsna — 1 pedbenok (20%). Bece netu ymepnu BHe cTanmoHapa
(Ha momy).

Bo 2 rpynne uccnenosanue TREC u KREC nposeneno 25 netsim, nepeHOCUBIINM YacTble OCTpbIe OPOH-
XO0-JIETOYHBbIE 3a00JI€BaHUs, HAXOASIIMMCS B Ipoliecce oO0CIe0BaHMS Ha MEPBUYHBIA UMMYyHOIE(UIIUT.
ITokazatenn TREC Gbuu cHikensl y 22 nereit (88%), B Hopme — y 3 nereit (12%) (3HaueHUs B MHTEpBaje
ot 29 no 674, cpennee 113,3), KREC — 3HaueHus HaXoAUIUCh B MHTEpBajie HOPMaTUBHBIX 3HaueHU y 16%
neTeu, CHKeHbl — y 16% netei, moBbeieHsl — y 68% manueHToB.

B 3 rpynne uccinenosanue TREC u KREC nposeneHo 8 netsam, ¢ AMarHOCTUPOBAaHHBIMU aJNIEPIUYECKU-
Mu 3a0oneBaHusIMU (OpoHXHalbHAs acTMa, ATONUYECKUM epMaTUT, aJUIeprUYeCcKUil pUHUT, NUIIEBas aj-
neprus. [Tokazarenn TREC cHmxens! y 62,5% nereit, B Hopme — y 37,5%, KREC — 3Hauenuns Haxoaunuce
B MHTEpBaJIc HOPMATUBHBIX 3HaueHu y 12,5% nerelt, camxensl y — 50% nereid, nosbiensl — y 37,5%
MALMEHTOB.

Heru, ymepmue B Bo3zpacte A0 | roga, ¢ yCTaHOBJIEHHBIM THATHO30M: CUHAPOM BHE3AIHOW CMEpPTH, Ia-
LUEHTHI C YaCTBIMU OPOHXO-JIETOYHBIMU U AJIJIEPTUYECKUMU 3200I€BaHUSMHI OTHOCSTCS K TPYIIIE PUCKA Ha
HaJTu4Iue BPOXKIACHHBIX NedekToB mmmyHuTeTa. Jlereit ¢ auzkumu 3HadeHussMu TREC u KREC nanpasummn
K UIMMYHoOJIOTY. Pa3znuyHble HapylmeHus HMMYHHOTO CTaTyca, PHU MPOBEAECHUH JOIOJIHUTEIbHOIO UMMYHO-
JIOTUYECKOTO 00cieoBanus, BeisBIeHbl y 17 nereii. Jluarno3 [T ycranoBneH 4 geTsim, Bce MAIllUEHTHI B
HACTOSIIEE BpEeMs MOTyYaloT 3aMECTUTEIBHYIO Tepauio IMMYHOTIIOOyTiHHOM depes houa «Kpyr Jloopay.

Bmopoit sman. B nunoTHBIN TPOEKT, MpoBeeHHBIN coBMecTHO ¢ Donmom [loaconnyx, ObUIH BKIFOUCHBI
JI€TH C pa3IMYHBIMU 3a00JIeBaHUSAMHU, OTHECEHHBIMH K Tpymie pucka Ha [IM]l. B teuenune 2023-2024 rr.
obcnenoBano 219 nereii. BeisBneno 10 mereii ¢ mokazarensimu TREC u 3 pebenka — ¢ KREC nHmxke pede-
peHcHbIX 3HadeHu. W3 rpynmsl ¢ Hu3kumu TREC 1 pebeHok ymep B Bo3pacTe 8 CyTOK, YCTaHOBIICH JHa-
rHO3: OakTepHuanbHblil cencuc. Hemonomennocts 27 Henens. OgHomMy pedeHKy yctaHoBieH auarnos [T1/],
3aMecTuTenpHas Tepanus npoBogutcs uepe3 Poug «Kpyr Jloopa». JonmomnurensHoe obcnenoBanue 11
neTei ¢ mpeaBapuTelbHbIM quarno3oM [1M]] He moaTBepamio 3Toit maronoruu. Jletn Habmogar0TCs Bpa-
YaMH Pa3InYHOro MPOQUIIs — aJuIeproIoroM-uMMYHOJIOIOM, IYJIbMOHOJIOTOM, F€MaToJI0TOM, C pa3Iu4YHON
COMaTU4ECKOM MaTOJIOTUEH.

Tpemuit sman. Ilposenenue PHC B Yamyprckoii Pecmyonuke nauato ¢ 2023 1. B teuenne 2023-2024 1.
ponuinock 24712 nereit, obcnenoano 24622 npob (99,64%). Ananus nposeneH B ®I'BY «HMUILL AI'TI
nMenu axkaaemuka B.M.KynakoBa» Munsapasa Poccuu. B pamkax PHC B teuenue 2023-2024 rr. getu c
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[T /1 He BbIsABIEHBI. [[laHHBIE O «CEPOU 30HE» B PETMOHE HE U3BECTHHI.

Yemeepmutit sman. YuutsiBasi pe3ynbrarsl npoegaeHHoro PHC 3a 2023-2024 rr., OTCyTCTBHE BBISBIICH-
HbIX aetei ¢ [IM][, mpuHATO pelieHrue MPOBECTH CEIEKTUBHBIM CKPUHUHT 12 HOBOPOXIECHHBIM JETSAM C
OHMT u OHMT, oTHOCSIUXCA K TPyIIE BBICOKOIO pPUCKa Ha BPOXKACHHbIE 1e(hekTsl UMMyHUTEeTa. TecTu-
poBanue BbISIBIIIO Y | pebenka Huskue 3HaueHust TREC. B Hacrosiee Bpemst peOeHKY IPOBOIUTCS UMMY-
HOJIOTHYECKOE 00CIeOBaHNUE.

Ilamotin sman. IlunotHoe peTpocnekTuBHoe obcnenoBanue aereit Ha [IW]] nposeneno B 2024 r., poxieH-
HbIX B 2021 1. (o cornamenuto mexy PI'bHY «MI'HI» umenu akagemuka H.I1. boukoBa 1 MuH3ipaBom
Yamyprckoii Peciyonukn). [Tpoenaen ananus 14530 mpo6 CyXux msTE€H KPOBHU, B3SATHIX HA HEOHATAIBHBIN
CKPUHHUHT U XPAaHUBIIUXCS B MEJAUKO-T€HETHUYECKOM KoHcynbTanuu. B 2021 rogy Ha Tepputropun Yamypr-
ckoii PecrryOmuku ponmnucs 14750 HoBOpoxaAeHHBIX, oOcienoBaHo 98,5% nereill. BeisiBneno 14 nereit ¢
MOI03pEHNEM Ha BpOoXKaeHHBIE omrOku nmmyHuTeTa — mokazarenu TREC u KREC, naxogunuck B «cepoit
30He». B nanbHelnieM mpoBeeHO MMMYHOJOTHYECKOE U MOJIEKYNIIpHO-reHeTHuYeckoe oOcienoBanue 10
netsm. [IU]] nuarnoctupoBan y 3 nanueHToB (cuuapom Ju-/xopaxu — y nBoux aereit, [IN ] neyrouneH-
HBIH — y omHOTO pebenka). OauH pebeHOK He 00cae0BaH, T.K. BEIOBUI U3 peruoHa. Bee getn umenu Kiu-
HUYECKHUE MPOSBICHUS UMMYHHON HEIOCTAaTOUYHOCTHU, IEPEHOCUIHN YacThle MH(PEKIIMOHHbBIE 3a00JIeBaHMUS,
TSKEJIO MPOTEKaBIINE, MOTyYaBIINEe JUIUTENbHYI0 aHTHOAKTEPHAIBHYIO TEPANNI0, UMMYyHOTepanuto. 13 14
nerert ato rpynmnsl, y 3 nanueHToB nokaszareian TREC u KREC oTHocuiuch k 3HaU€HUAM «CEpOMl 30HBD,
netu ymepiau. M3 Hux, y nepBoro pedenka auarnoctupoBal cunapom Jlayna, BIIC, ymep B Bo3pacte 3 me-
CSILIEB, Y BTOPOT0 — BHYTPHIKEIYA0UKOBOE KpoBousiusHue. HenonomenHocts 26 Heaenb. BTopuyHslil nM-
MyHoneHUIUT, ymep B Bo3pacTe 1,5 mecsia, y TpeTbero — OpoHxosierounas aucriasus. HegoHomeHHOCTh
26 Henenb. Bropuunelii uMMyHoAeUIIUT ymMep B Bo3pacTe 8,5 mec.

YUucneHHOCTH AETCKOTO HacesneHus B Bo3pacte 0-17 net B Yamyprckoit Pecry6nuke B 2024 1. cocTasisiia
321 toic. [Tokazarens [N B Yamyprckoit Pecriyonuke B 2024 1. 11,5 Ha 100 ThICSY AETCKOTO HACEICHUS
(tabm. 1). B reuenue 2018-2024 rr. BeisiBneHo 63 pebenka ¢ [T1]]. U3 vux, ymepno 7 nereit (11,1%).

Tabnnua 1

MNepBnyHan 1 obuwan 3aboneBaeMocCTb AeTen YamypTcKon Pecnybamkm nepBuYHbIMM
nmmyHogedpuumtamm B 2018-2024 roaax (Ha 100 TbicAY AETCKOrO HaceneHus)

Table 1

Primary and general morbidity of primary immunodeficiencies in children of the UdmurtRepublic in
2018-2024 (per 100 thousand children)

lMoka3zaTtenb 2018 2019 2020 2021 2022 2023 2024
BnepBsble guarHoctupoBaHHbii ML, (abc.)
Newly diagnosed primary 9 13 7 1 17 11 5

immunodeficiency (abs.)

MNepBuyHas 3abonesaemoctb MU/ (Ha 100
TbIC. I€TCKOrO HaceneHus)

Primary morbidity of primary 2,6 3,8 2,1 0,3 5,2 3,4 1,6
immunodeficiency (per 100 thousand
children)

Bcero aeteii c NN/ (abc.)
Total number of children with primary 28 35 30 20 58 84 37
immunodeficiency (abs.)

Ob6uwan 3abonesaemoctsb MNUA (Ha 100 Tbic.
[OEeTCKOro HaceneHus)

General morbidity of primary 8,2 10,3 8,9 5,9 17,8 16,2 11,5
immunodeficiency (per 100 thousand
children)

Ilpueooum knunuveckuit cayuait pedenka u3z cpynnwt pucka na InNHJ{

JHeBouka ot VI 6epeMeHHOCTH, TTpOTEKaBIeil Ha (OHE BarMHUTA, HHPEKIIMN MOYEBBIX MyTeH, aHEMUU,
IMHEBMOHWHU, MHOKapAUTa, TA0AKOKYPEHHUsI, OKUPEHUs, IepeHeceHHoro Lues. Marpb niieHa poguTeabCKux
npaB Ha 3 crapmux aereil. Poasl IV, mpu cpoke rectanuu 27 Henenb, MyTeM Olepalii KECapeBO CEUCHUE.
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Onenka no mkaie Anrap 2-4 6anna. Macca tena npu poxaeHuu 912 r., anuna — 35 cm. CocrosiHUE 1TOCIe
poxaeHus Tsokenoe. [lepBuuHas peaHuManus B pOJWIBHOM 3ajie, HAYaT MOHUTOPUHT BUTAJIBHBIX (PYyHK-
nuii. OOpamany BHUMaHUE TUMIEPTEpMHUsT HOBOpoxkIeHHoro a0 39°C, aronus, apediekcus. [locne cana-
uuu B/II, npoBenena untyOanus tpaxeu, Hauata VIBJI, BBeneH cypdakrant. B nmoinom aHanusze KpoBU y
HOBOPOXXJICHHOTO JICHKOIIMNTO3, HEUTpOIeHus. J[narHocTupoBan OaKTepHAIBHBIN CETICHC HOBOPOXKIECHHOTO
(mHEeBMOHMUS, YHTEPOKOIUT). CUHIPOM NIBIXaTEIBHOTO paccTpoiicTBa y HoBopoxaeHHoro. JIHIII crenenu.
Tsoxenas achukcus npu poxaeHund. CocTossHUE KpalHE TSAXKeNoe, 32 CUET BBIPAKEHHOW JIbIXaTesIbHOM He-
J0CTaTOYHOCTH, TEMOMHAMUYECKUX HapyIIeHWH Ha (OoHE TITyOOKOH HEAOHOMEHHOCTH U MOP(PO]yHKIHU-
OHAJLHOW HE3PEIOCTH, SKCTPEMAIBHO HU3KOM MACChl TeJla U IEPEHECEHHON TSHKEJIONW ac(hUKCUU TTPH POXK-
JIeHuH. B oTaeneHun peaHuMaluy npoBojauiach BeicokouactoTHas MBJI, nBax bl BBoAWICS cypQaKkTaHT,
HEOJAHOKpATHO MpoBeaeHa TpaHcdysus sputporutapuoit B3secu, C3I1. [Ipu o6cnenoBanun metonom [P
BBISIBJICHBI [IUTOMETaJIOBUPYCHAs U ypearaa3zMeHHast unpekuuu. [IpoBoaunacs antubakrepuanbHas U mpo-
TUBOBHUpYCHas Tepanuu. BMecTe ¢ TeM, COCTOSIHUE IPOrPECCUBHO YXYAIIAIOCh, Pa3BUIUCH TOJIMOPTaHHAS
HEJI0CTAaTOYHOCTh, Nep(POpaTUBHBIN SHTEPOKOIUT. PebeHoK ymep B Bo3pacTe 8 CyTOK.

[TaTtonoroanaroMuueckuii AMar1o3: bakrepuanbHbIN CENICUC HOBOPOKICHHOTO: THEBMOHUS, I3BEHHO-HE-
KpOTHYECKHUI 3HTepoKoauT. HenoHomeHHOCTh 27 Henenb. DKCTpeMallbHO HU3Kas Macca Tena. [Ipu rucro-
JIOTUYECKOM HCCJIEI0BAaHUH BO MHOTMX HEKPOTHU3MPOBAHHBIX TKaHAX MOJO03PEHUE HA HAJIMUNE acTIeprUILIL.

PesynpraTer PHC Ha BpokIeHHBIE OMIMOKH UMMYHHUTETA — HE BBISIBUJIM OTPUIIATEIIbHBIX 3HAYCHUH MMOKa-
3areneil. Perect, npoBeAeHHBIN U3 CyXUX IATEH KpOBU, nMen cienyromue 3Hadenus: TREC — 252,0 konuit
Ha 10° netikonuToB, KREC — 2346,6 xonuii Ha 10° neiikonuToB. 3uaueHus TREC orHocuInch Kk moka3are-
1M «cepoit 3086 (100-449 kormii Ha 10° neiikonuToB). Y pebeHKa ¢ IKCTpeMaIbHO HU3KOM Maccou Tena,
C paHo c(hpOPMHUPOBABILIMMCS CEIICUCOM, C HATMYMEM KaHMI03HOTO MOPAKEHHUSI MHOTUX OPT'aHOB, 3HAYCHHH
TREC, oTHOCAIIMXCST K«CEPOH 30HE», TUArHO3 BPOXKJIEHHOTO Jne(eKTa MMMYHHUTETA MPH KU3HU HE ObLI
ycTaHoBieH. HegoHOLIEHHbIE HOBOPOXKIEHHBIE JIETH, POKJICHHBIE OT MaTEPEN C OTATOLIEHHBIM TEUEHUEM
OepeMEHHOCTH 110 UHPEKIHOHHBIM (DaKTOpaM, SBISIOTCSA IPYIIION BBICOKOIO PUCKa Ha HAJIMYUE BPOXKJICH-
HBIX OIIMOOK MMMYHMTETA, MOAJIEKAT PAHHEHN TMarHOCTUKE Ha 3Ty MaTOJIOTHIO.

3akiouenune

Takum 00pa3om, MPOBEIECHHBIN aHATU3 MMOKa3aj IeIeco00pa3HOCTh BceX 3tamoB auarHoctuku [TU]] y
nereit. MccnenoBanne Ha mepBOM, dTare AUar€Hoctuku, no Beenaenus [1MJ] B mporpammy PHC, croco6-
ctBoBasio aquarnoctuke [11J] y 4 nereil, Ha3HAUEHUIO 3aMECTUTEIBHON Tepaluu UMMYHOIJIOOYJIMHOM ye-
pe3 poun «Kpyr Jobpa». Ha Bropom aTane obcnenoBano 219 nmereit rpynmst pucka Ha [TUJ[. Y3 Hux 10
nereit umenu nokazatensiMu TREC u 3 pebenka — KREC nuxke pedepercHbIx 3HaueHud. OmHOMY peOCHKY
ycranoBieH auarno3 111, 3amecturensHas tepanus nposoautcs uepe3 @oun «Kpyr lobpa», 1 pedenox
yMep OT TSDKeJoro MH(PEKIIMOHHOTO 3a0oneBanus, y 10 manueHToB BpOXKIEHHBIE OITMOKH UMMYHHUTETA HE
MMOATBEPKAECHBI, JUArHOCTUPOBAHA pa3IM4HAs COMAaTH4YecKas MaTOJOTHs, IPOBOAUTCS JedyeHue. TpeTtuit
stan ¢ 2023 r., Hayasio PHC. JleTeil ¢ BpOKAEHHBIMYU IIOJIOMKAMH UMMYHHUTETA HE BBIABIEHO, CBEACHUI
0 «cepoii 30He» He moiydeHo. Ha yeTBepToM 3Tare ObLT MPOBENEH CENEeKTUBHBIN CKPUHUHT 12 HOBOPOXK-
J€HHBIM JIETSAM C SKCTPEMaJIbHO HU3KOW W OUYE€Hb HU3KOW MAacCOM Tella, MallMeHTOB I'PYMIIbI BBICOKOTO pHU-
cka Ha [IM]], BeisBieH 1 pebGenok ¢ Huskumu 3HaueHusmu TREC, emy mpoBonutcs obcienoBanue. Ha
IIATOM 3Talle IPOBEJIEHO PETPOCHEKTUBHOE 00ciieIoBaHue 1eTel, poxaeHHbIX B 2021 r., no Hawana PHC,
MO3BOJWIIO BhIABUTH 14 neteid, umeBmnx 3HaueHUss TREC u KREC, oTHOocsmuxcsa k «cepoil 30He». M3
Hux [INJ] nuarnoctupoBan 3 nanuentam (cuniapom u-Jxopmxu — 2 pedenka, [IN]] HeyrouneHHbIl — 1
pebeHok). [IpuBeneHHbIN KIMHUYECKUN CiTy4yall moKa3all, YTO HEJJOHOLIEHHBIE IETHU SIBJISIOTCS IPYIIION BbI-
cokoro pucka Ha Hanuuue [TN]], mo mokazarensu TREC u KREC y peberka oH OTHOCHIICS K «CEPOM 30HEY.
IlepBuunas u o6mmas 3abonesaemocts [IN]] B Yimyprckoii Pecniybnuke Huxe no cpaBHeHUto Poccuiickoit
Ddenepanueii. [IppobdpeTaeT 3HaueHNE T000CIETOBAHNE IETEH, OTHOCSAIIUXCS K «CEpOI 30HE) IO IMOKa3are-
asm TREC nu KREC, knrHnueckuM nposiBieHusiM, xapakrepubiM st [T 1. Jletn ¢ mokaszatensamu «cepoit
30HBI» MOJJIEKAT CBOEBPEMEHHON TMAarHOCTUKE M JUHAMHYECKOMY HAONIOJICHUIO 110 MECTY KHUTEJIbCTBA Y
MIEeIMATPOB, aJUIEProJOoroB-MMMYHOJIOTOB M JIPYTUX clenuanucToB. MapupyTtu3anus (II0CTCKPUHUHIOBOE
conpoBoOXIeHHe) neteit ¢ pesynpraramu nokazareneit TREC u KREC, oTHOcsIMXcst K «cepoii 30He» mpe-
yCMaTpHUBaeT IPOBEACHHUE peTecTa JOHOIIEHHOMY peOeHKY B Bo3pacTe 10 | mMecsia, HeIOHOIIEHHOMY — B
Bo3pacte 37 neaens [IKB.
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RESULTS OF EXAMINATION OF CHILDREN
OF THE UDMURT REPUBLIC FOR PRIMARY IMMUNODEFICIENCIES

'FSBEI of Higher Education «Izhevsk State Medical Academy»
of the Ministry of Health of the Russian Federation, Izhevsk, Russian Federation;
2BHI of the Udmurt Republic «Republican Children’s Clinical Hospital»
of the Ministry of Health of the Udmurt Republic, Izhevsk, Russian Federation;
3State Budgetary Healthcare Institution of the Moscow Region “Research Institute of Childhood of
the Ministry of Health of the Moscow Region”, Moscow Region, Russian Federation

Abstract. The aim of the study is to analyze the results of examination of children of the UdmurtRepublic
for primary immunodeficiencies, to determine patients of risk groups related to the “gray zone” according to
the data of extended neonatal screening. Materials and methods. The examination of children of the Udmurt
Republic for primary immunodeficiencies in 2022-2024 included several stages. In 2022, 43 children born
in 2019-2021 were examined using dried blood spots taken in the neonatal period for neonatal screening.
In 2023-2024, 219 children at risk were examined for PID (jointly with the Sunflower Foundation). During
2023-2024, 24, 622 newborns were examined as part of the expanded neonatal screening (the study was
conducted at the Kulakov National Medical Research Center of Obstetrics, Gynecology and Perinatology
of the Ministry of Health of the Russian Federation). In 2024, 12 premature infants with ELBW and VLBW
were examined for PID. In 2024, 14,530 newborns born in 2021 were examined using dried blood spots of
neonatal screening (the study was conducted at the N.P.Bochkov Research Center for Medical Genetics).
To diagnose congenital immune errors, TREC and KREC DNA were determined in blood samples (dried
spots or venous blood) (a reagent kit for the quantitative determination of TREC and KREC DNA by real-
time polymerase chain reaction, ABV-TEST LLC, Russia). Results. The study showed the feasibility of
conducting all stages of examining children for primary immunodeficiencies. At all stages of the research,
primary immunodeficiencieswere diagnosed in children at risk, which made it possible to start pathogenetic
therapy in a timely manner. During the extended neonatal screening, a "gray zone" problem was identified,
which is characterized by the presence of TREC and KREC values above the established threshold (=100
copies per 10° cells), but below the reference value (TREC — 450 copies per 10° cells). Patients in this
group have a high risk of early implementation of severe diseases developing in children with primary
immunodeficiency. Children classified in this category require repeated determination of TREC and KREC
values, dynamic observation by a pediatrician, immunologist and other specialists.
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