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Pe3tome. [IporpamMma CKpUHMHIa HOBOPOXKIEHHBIX JETEil UTPAaeT OHY M3 KJIIOUYEBBIX POJICH B pa3BUTHU
3apaBooxpaHeHust Poccuiickoit @eneparun (PD). C 2023 1. BcTtynua B cuity ripuka3 Ne 2741 «O0 yTBepK-
neHuu Ilopsinka okazaHUs MEAUIIMHCKON MTOMOIIM TTallueHTaM C BPOXKIASHHBIMU U (MJIM) HACJIEACTBEHHbBI-
MU 3a00JIEBAaHUSIMU», KOTOPBIA paCIIUPUI CIIEKTP MCCIEAyeMbIX 3a00JieBaHUI B HEOHATAJILHOM II€PUOJE.
Paciimpennbiii HeoHaTaabHbli cKpUHUHT (PHC) siBiisieTcsi KOMILJIEKCOM MEPONPUSTUIA, HaIlpaBIeHHbBIX
Ha IMPOBeACHUE UCCACAOBAHMIA, IJIsI TMAarHOCTUKU 36 HO30J10ruii. OQHON M3 OOLIUPHBIX HO30JOTHUYECKUX
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rpynm, ucciaenyeMmbix B PHC, saBasioTcs BpoxaeHHble olmnOku umMmyHuteta (BOW). BOW npeacraBisior
CO0OI MOCTOSTHHO PACIIUPSIONTYIOCS TPYTITY HACTEACTBEHHBIX 3200JIeBaHUIT UMMYHHOU CUCTEMBbI, KOTOPbIE
XapaKTepU3YIOTCSl MOBBIIIEHHON BOCHPUMMYMUBOCTBIO K MH(MEKIIMIM 3a CYeT peaaru3allui MMMYHONATO-
Jlormyeckux mnpoiieccoB. Ha mepBoM 3Tamne CKpMHUHIA MPOBOAUTCS KOJUYECTBEHHOE OMpeae/ieHue KoJiell
Bbipe3aHus T-knetounbix peuentopoB (TREC) u konen Beipe3aHus kamnma-pekomouHauuu (KREC) Bcem
HOBOPOXKICHHBIM, IUIST (DOPMUPOBAHMSI TPYMITHI BEICOKOTO PUCKA U IIPOBEICHMS 3TAlOB ITOATBEPXKIAIOIIeit
JIUArHOCTUKM, UTO, B CBOIO ouepeb, ITO3BOJISIET BhISIBUTH MalineHToB ¢ BOM erie 1o pa3BUTHSI CUMIITOMOB.
B naHHOIi cTaThe pacCMOTpeHbI U MMpoaHaau3upoBaHbl pedyibraThl PHC BOU Ha Tepputopuu CeBepo-3a-
nagHoro denepaibHoro okpyra (C3d0O) 3a 2023-2024 . B Teuenue aByx jet B CeBepo-3amnanHomM dene-
paJIbHOM OKpyTe 0110 obcienoBaH 209 741 HOBOpOXIeHHBIN pedeHOK. B rpyrmmy Beicokoro prcka mo BOU
nornauu 818 mereit, yto cocraBmwio 0,39% ot Bcex o0caenoBaHHbIX. Y 45 (5,5%) nereii ObLIM 0OGHAPYKEHBI
MpU3HAKW UMMYHOJIedDUIIUTa Ha OCHOBAHUM PE3YyJIbTaTOB UMMYHOMEHOTUNUPOBAHUS JTUMGOLUTOB MEPU-
depuueckoii kposu (UDT), ny 22 (49%) n3 HUX yCTAaHOBJIEHBI TEHETUYECKIME TPUYMHBI JAHHOIO COCTOSTHHUSI.
ABTOpaMM TIPOAEMOHCTPUPOBAHA B3aMMOCBSI3b CPOKA TeCTalliu U Beca HOBOPOKAEHHBIX JIETEH C TToKa3are-
asmu TREC u KREC, a Takke paccunTtaHbl pepepeHCHbIE MHTEPBaIbI A1 KaXKA0i U3 BhIASISHHBIX TPYIIII.
PesynbraThl JaHHOTO HCCIENOBaHUS aKIIEHTUPYIOT BHUMaHME Ha HOBOPOXKIEHHbBIX U3 TPYIIIbl YMEPEHHOIO
pHUcKa, MOCKOJBKY Y 9% Bcex obciefoBaHHBIX AeTel mojydeHHble pe3ynbratel TREC n KREC Hike paccun-
TaHHBIX pedepeHCHBIX 3HAUCeHWI, HO MPEBHIIIAIOT MOPOTOBhIe 3HAYCHUSI, YcTaHOBIeHHBIe B PO miss PHC
BOMN. CornacHo AeiCTBYOIIEMY aJrOpUTMy TaKUe IETU CUMTAIOTCS «YCIOBHO 3TOPOBBIMHU» U HE TPEOYIOT
JNOTIOJTHUTEIbHOTO UH(OPMUPOBAHMS U TOMOJHUTEIbHBIX 2TAllOB 00caeaoBaHus1. Ha ocHOBe MoJiydyeHHbBIX
JMIAHHBIX OBbUIM MPEIJIOKEHBI MOJEN ONTUMU3AIIMK aJITopuTMa nruarHoctuku BOU. DT1o, B cBOIO ouepeb,
CIIOCOOCTBYET paHHEI MOCTaHOBKE AUWarHo3a M Oosice 3(pGheKTUBHOMY OKa3aHUIO MEIUIIMHCKOUN TTOMOIIN
nanueHTaMyd ¢ UMMYHHBIMM HapyIIEHUSIMU. YCTaHOBJICHUE IMOITYJISIIMOHHBIX pedepeHCHBIX NHTESPBAJIOB
WUTPAET KJIIOUYEBYIO POJIb B CTAHAAPTU3ALIMU METONOB TMArHOCTUKA U MOHUTOPUHTA COCTOSTHUSI UMMYHHOU
CHCTEMBI, YTO SIBJISIETCS] BAXKHBIM IIIaTOM B Pa3BUTUU 3PABOOXPAHEHMUSI B IIETIOM.

Karouesvle croea: 6posycdentvie ouuOKY UMMYHUMEMA, NEPEUMHBLL UMMYHOOeDUUUM, PACUUDEHHDLI HEOHAMANbHYLI CKDUHUHE,
pegpepenchbie unmepsanvt, KREC, TREC
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Abstract. The newborn screening program (NBS) plays a critical role in the development of the healthcare
system of the Russian Federation. Since 2023, the Order No. 274n “On the approval of the Procedure for
providing medical care to patients with congenital and/or hereditary diseases” has extended the scope of
neonatal screening. The expanded newborn screening (ENS) includes detection of 36 nosological conditions.
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Peghepencuovte unmepsanvt TREC u KREC 6 PHC
Reference intervals of TREC and KREC

Among these, inborn errors of immunity (IEI) represent a significant and still extending group of genetic
disorders characterized by increased susceptibility to infections due to underlying immunopathological
mechanisms. At the initial stage, quantitative determination of T cell receptor excision circles (TREC) and
kappa-deleting recombination excision circles (KREC) is performed for all newborns in order to identify
individuals at risk and initiate confirmatory diagnostics. This approach enables the detection of IEI before the
onset of clinical symptoms. This article presents and analyzes the results of ENS program for IEI conducted at
the Northwestern Federal District (NWFD) during the period from 2023 to 2024. Over this two-year period, a
total 0of 209,741 newborns were screened at the NWFD. Among them, 818 newborns (0.39% of those screened)
were classified as high-risk IEI cases. The immunodeficiency states were identified for 45 children as based
on immunophenotyping of peripheral blood lymphocytes (IFT), and genetic causes of the condition were
confirmed in 49% of these cases. Statistical analysis revealed associations between gestational age and birth
weight with TREC levels, and, to lesser extent, with KREC levels. The reference intervals were established for
defined subgroups of neonates. These findings highlight the importance of continuous observation of newborns
classified as moderate-risk cases. Notably, 9% of all screened individuals were designated as “conditionally
healthy,” despite having TREC or KREC values below the lower reference limit. Based on the obtained
data, the models for optimizing the screening program for IEI were proposed. These findings contribute to
earlier diagnosis and more effective management of patients with immune disorders, as well as enhanced
personalization of therapeutic strategies. Establishing population-based reference intervals plays a key role in
standardizing methods for diagnostics and monitoring the immune system, thus representing an important step

in overall advances of healthcare.

Keywords: innate immune errors, primary immunodeficiency, extended neonatal screening, reference intervals, KREC, TREC

Pabota BBEIMOJTHEHA B paMKaX TOCYIapCTBEHHOTO
zaganusgs UMD YpO PAH (perncrpallMOHHBIN HO-
mep HUOKTP Ne 122020900136-4).

BeeneHue

HeoHaTtanpHBINI CKPUHHUHT SIBJISIETCSI OOHUM U3
KJTIOUEBBIX HAIIPABJICHUI B paHHE! AMarHOCTUKE Ha-
CJIEACTBEHHBIX 3a00JIeBaHUI U peau3yeTcsl B 00JIb-
IIWHCTBE pa3BUTHIX CTpaH [2].

C guBapsa 2023 roma Ha Tepputopuu Poccuii-
ckoii @enepanyu (PP) mpoBoAMTCS pacIIMpeH-
HBIII HeoHaTtanbHBIM cKpuHUHT (PHC), KotophIii,
B TOM 4YWCJIe, HallpaBJieH Ha BBISIBJICHUE HOBOPOXK-
JNIEHHBIX C BPOXICHHBIMHM OIMMOKAMU MMMYHHUTETA
(BOWN) [17]. BOM — 570 GonbIIas rpyIirna reHeTude-
CKU JeTePMUHUPOBAHHBIX 3a00I¢BaHUIT MMMYHHOMI
cuctembl (MC), deHoTUunmuuyeckoe pa3zHoOOpazue
KOTOpO# omnpeaensiercsi (pyHKIIMOHAIBHBIM JaedeK-
TOM mopaxkeHHoro 3BeHa MC, oOyciaBIMBaOmInuM
HapylIieHne CJIOKHOTO Kackaja peakinii, HeoOXo-
IUMBIX [T 9JIMMUHALIMM Yy>XXEPOIHBIX areHTOB U3
opraHm3Ma M pa3BUTHUS aAeKBaTHBIX BOCIIAIUTEIb-
HBIX peaknuii [9].

CaM TepMUH <«II€pPBUYHBIE MMMYHOIES(OUIINTE»
BO BCEM MHUpE MOCTEIEHHO YCTymaeT MecTo OoJiee
COBPEMEHHOMY VI TOYHOMY — «BPOKIEHHBIE OLITMOKU
nmmyHuTteTa» (BON) [17].

st opraHu3allMU UM KOHTPOJISI TIPOBEICHUS
IporpaMM CKPMHMHTA CYILIECTBYET PSII KPUTCPUECB,
OIOOpPEHHBIX KOMHMTETOM OOIIECTBEHHOM M IIpO-
deccuoHaibHOI ToauTUKU EBporeiickoro ob6uie-
ctBa reHetuku uyenoseka (ESHG) [13]. Ognum u3

KJIFOUEBBIX KPUTEPUEB SIBJISICTCS paHHEE BBISIBJICHUE
JeTei, IS KOTOPBIX OOCTYIMHBI 3D (MeKTUBHOE Jie-
YyeHne M mpodUiIakTuKa 1eJ0T0 psiia BPOKIESHHBIX
3a007eBaHUI N0 Havaja X KJIMHUYEeCKO MaHude-
ctaumu [3].

CBOEBpEeMEHHOE JIeUeHHE IO3BOJISIET U30eXaTh
paHHETo U, KaK IIPaBUJI0, KpaifHe TsSoKeIoro MHpeK-
LIMOHHOTO TIpollecca, BBI3BAHHOTO OaKTepUaIbHOM,
BUPYCHOI, TPUOKOBOI MPUPOAONA, B TOM UYMCJIE U
ONIOPTYHUCTUYECKOU STUOJIOTUU, a TaKKe IPOSB-
JI€HUSI ayTOUMMYHHBIX peakluii [7].

B pasHbIX cTpaHax HeOHaTaJbHbI CKPUHUHI
BOWU peanusyeTcss Ha pa3HOE KOJUYECTBO HO30-
Jormyeckux (opMm, UYTO OOYCIOBJICHO 3amadyaMu
CKpPUHMHIA, HAlIMUOHAJbHBIMU U 3KOHOMUYECKUMMU
OCOOEHHOCTSIMU KaXJOoW cTpaHbl. s OOJbIIMH-
CTBa CTpaH MHpa KIIIOUYECBOM 30HOM MHTEpeca B paM-
KaX CKPMHMHTOBBIX IIPOTPAMM SIBJISIFOTCSI TSIKEJIbIC
KOMOMHUPOBAHHBIE UMMYHOASMUIINTHI, OJTHAKO IO
Mepe COBEPIIIEHCTBOBAHUSI TEXHOJIOTUNA U MOAXOIOB
K JICYCHUIO BCE OOIBIINE HO30JI0TMIEeCKNX (hOpM TIpH
paHHEll AUarHOCTUKE MOTYT ObITh CKOMIEHCUPO-
BaHBI TIPU TIOMOIIY Tepariui UMMYHOTJIOOYJTMHAMU
W TPaHCIUIAHTALIMM TEMOIIO3THMICCKUX CTBOJIOBBIX
Kietok [18].

B nocnenHeit neiicTByroleit Kiaaccudukanuu
(TUIS) ot 2024 rona nipencrasinero 10 rpynm BOU,
555 Ho3onornueckux ¢opMm u 17 ¢heHOKOIMiA, BbI-
3BaHHBIX MyTallMIMU B 504 pasmmyHbIX TeHax [16].

CkpuHnudnr BOM B P® ocHoBaH Ha Kojaude-
CTBEHHOM OIIPSACTICHUN SKCIM3UOHHBIX KOJeIl
3MUCOMAJIbHOM J€30KCUPUOOHYKIEMHOBOM KHUC-
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jgotel (JIHK), oOpasyoiiuxcs Npu nOepecTpoiike
T-xnerounoro (TREC) m B-ximerounoro (KREC)
pelenTopos [8].

B P® mnpeacraBneHbl pazivudyHble MoaupUKa-
M1 HAaOOPOB peareHTOB i ckpuHuHra BOU, Ha-
npumep, Aas onpeaesieHuss uckiawoduteabHo JJHK
TREC, HekoTopble HAOOpHI MO3BOJSIOT OJHOBpE-
MEHHO KoJudyecTBeHHO orpeneiasatb U1 TREC, u
KREC, uTto sBasiercs 0OoJiee ONTUMAaJbHbIM BBUIY
€IMHOBPEMEHHOI BO3MOXKXHOCTH onpenenaeHust u T-,
n B-ximerounsix muMmdponeHuit. KoamdyecTBeHHBI
METO/I MTO3BOJISIET BBISIBJISITH OOJiee MSTKHE BapuaH-
Tl BOW, yeM moJjlyKoJIMUeCTBEHHbIE U Ka4eCTBEH-
Hble [11].

Ha niepBom stane ckpunuHra BOU B PD dop-
MUpPYETCS TpyIlla TITallMeHTOB BBICOKOTO pHCKa.
Otpe3Hasd ToYyKa oOmpeaeliecHa B COOTBETCTBUU C
HauunoHanbHBIM ~ PYKOBOJICTBOM «HeoHaTtanb-
HbIA CKPUMHUHI» TOJ penakuueit akagemuka PAH
C.1. Kyuena [10], Metogu4yecKMMMU peKOMeHIA-
uusaMu [1] U MHCTpyKUMel 1Mo pUMeHEeHUI0 Habo-
pa peareHTOB JUISI BBIIEJIICHUSI M KOJIMYECTBEHHOTO
onpenenenuss JJHK TREC, KREC un kaudecTtBeH-
HOTO BBISIBJICHUSI TOMO3UTOTHOWM NeJeluu 3K30Ha
7 rena SMN1 meTonoM noJiuMepa3HoOil LIEMHONR pe-
Ak B pexxmme peanbHOro BpemeHu «TK-SMA»
(TY 21.20.23-004-17608775-2021). I1pu cHukKeHUM
TREC u/unmu KREC Huxe 100 xomumii/10° neiiko-
IIUTOB IIPOBOISITCS ITOATBEPKIAIOIINE 3TAmbl IHA-
THOCTUKHU, BKJIIOYAKOIIMEe HMMMYHOMDEHOTUIIMPOBA-
HUE KJIETOK nepudepruiecKoil KpoBU TSI OIEHKU
KPYITHBIX TTOITYJISIIUUA JIMM(OIIUTOB, a TAKXKEe MOJIe-
KYJISIPHO-IIUTOTEHETUYECKME U MOJIEKYJISIPHO-TeHe-
TUYECKOE UCCIETOBAHUS [IJIS1 YCTAHOBJIEHUS TE€HETU-
YeCKOM MPUYMHBI BO3MOXHOIO MMMYHOIC(HUIINTA.
OnHako He3aMeaIuTeIbHO nuarHoctuka BOU mipo-
BOIUTCSI TOJIbKO HOHOIIEHHBIM HOBOPOXKICHHBIM.
Henonomennsie netu B anroputme PHC npoxongar
MOATBEepXKAaloIIUe 3Tallbl TUATHOCTUKU TOJIBKO I10
JOCTIDKEHUM UMU 37 TTOCTKOHIENTYaTbHBIX HEIeb.
K coxanennto, He Bce HETOHOIIIEHHBIC NETU TOXKU-
BalOT 10 3TOro cpoka. AHaJlu3 pecepeHCHBIX aua-
Ma30HOB MO3BOJIUT OLUEHUTh 3(PHEKTUBHOCTDL TPU-
MeHsgeMbix nongxonoB B PHC. CormacHO JaHHBIM
paHee MPOBEACHHBIX IUJIOTHBIX ITPOEKTOB, HUX-
Hue rpaHulibl Hopmbl TREC 1 KREC npeBbliatoT
100 xonuii/10° simpoconepKaliux KieTox |3, 6, 12].
[TomyyeHHBIE pe3yabTaThl COOTBETCTBOBAIM BEpXHEM
rpaHulle rpymnmsl ymepeHHoro pucka (miss TREC
450 konwuii/10° smpocomepKaliux KIETOK U s
KREC 250 konwuii/10° simpocoaepKalliux KJIETOK),
BBIICJIEHHOW TPOU3BOAUTENEM Habopa peareHTOB,
HMCTOJIB3YyeMOr0 B paMKax MpOrpaMMbl CKPUHWHTA
B C3®O0. Omnako B ctpykrype PHC He mpemxycmo-
TPeHO J000cie0BaHueE NeTel, MOMAaBIIMX B JAHHYIO

TPYIILY, TaK KaK MO pe3yJbraTaM UCCIeJOBaHUI Ta-
KMe JEeTU OTHOCSITCS K TPYIIIE «YCIOBHO 3MOPOBBIX».
Ipynmy ymMmepeHHOTO prcKa TaKKe Ha3bIBAIOT «CEPOM
30HOI» B CKpMHUHIE. B cpaBHeHUU C TpyInoil Bbl-
COKOTO pHCKa B «CepOil 30HE» PUCK BBISIBICHUS OC-
teii ¢ BOU cyuiecTBeHHO MeHbllle, HO BCe-TaKU OH
npucyTCTBYeT. [leTu, momnasiive B Tpymnmny yMepeH-
HOTrO pHCKa, TMOJJIeXaT TUHAMUYECKOMY HabJtoae-
HUIO BpayaMu TeaudaTpaMyd U ajljieprojioraMu-um-
MYHOJIOraMU I10 MECTY XXUTeabcTBa [11].

IIpenmnonarajiock, YTO TPaHULIBI TOPOTOBBIX 3HA-
YEeHUU OyIyT CKOPPEKTUPOBAHBI B MEHBIIIYIO CTOPO-
Hy 10 UTOraM MepBOro roaa ckpuHuHra [1]. Baxnoi
3amadeil Il OlieHKU 3(h(HOEKTUBHOCTA CKPUHUHTA
IBJIIETCS aHanMM3 pedepeHCHBIX AMana3oHoB. Jrs
peanus3auuu JaHHoM 3amayu Ha ©Oaze CII6 T'BY3
«[AmarHocTMYeCKUIT  IIEHTP (MEOIMKO-TCHETHYe-
CKUi1)» MpoBeieH pacueT pedepeHCHbIX TMana30HOB
o pe3yjbraTaM ucciaenoBaHuii 3a 2023 u 2024 rr.

Ilenn 7aHHOTO MCCIEI0BAHUS 3aKITIOYAIACh B OTU -
canuu pesynsratoB PHC BOWU 3a 2023-2024 rr. B
CeBepo-3anagHoM (emepaaIbHOM OKpPYIe, CpaBHU-
TeJIbHOM aHajlu3e JaHHBIX W YCTaHOBJIEHUU pede-
PEHCHBIX MHTEPBAJIOB KOJIMYECTBEHHOTO COmepXKa-
Husi JHK TREC u KREC B BbA€IEHHBIX TpyIInax
HOBOPOXIEHHBIX IETECH.

MaTepmanbl U METObI

IlepBEIit 3Tall CKPUHWHTA TIPOBOIMJICS Ha 0Oa3e
CII6 I'bBY3 «/IluarHoctuueckuii HeHTp (MEAUKO-Te-
HETUYECKUI)» 1 3aKTI0YaJICSI B UCCIEAOBAHUU KO-
muuectBa kKonuit TREC u KREC B o6pasuax JIHK
HOBOPOXXICHHBIX HeTeil, pOXICHHBIX Ha TEPPUTO-
pun 11 cyorektoB C3PO B niepuosn ¢ 01.01.2023 no
31.12.2024 ropa. buonornyeckuMm maTepuanioM Io-
CITy>XKujla KanujiisspHasi KpoBb, cOOpaHHasi Ha TECT-
6a1anku (DBS) PerkinElmer 226 niau aHaaorudHbie
Whatman Ne 903 Ha 24-48 9acoB XX1U3HU Y JOHOIIICH-
HBIX U Ha 7-€¢ CYTKM Y HEOOHOIIEHHBIX HOBOPOXK-
neHHbIx aeteit. Boimenenune JIHK u xonuyecTtBeH-
HYI0O MYJBTUIIICKCHYIO TOJMMEpPa3Hylo LEeMHYIO
peakiuio B pexxume peanbHoro BpeMmeHu (ITL[P-PB)
TIPOBOAMJIM C TTOCTPOCHUEM KaJIMOPOBOYHOMN KpPH-
Boii cormtacHo TpeboBaHusiMm 'OCT P MCO 20395-
2023 [5] n mHCTpYKUIMM K Habopy peareHTOB. s
akcrpakuuu JHK u ammudukauuu JHK TREC,
KREC ucnonb3zoBanu Habop peareHTOB « TK-SMA»,
npousBoactBa OO0 «ABbB-Tect», Poccus. JInzuc
u akcrpakuusa JHK mpoBoannaachk ¢ npuMeHEHU-
€M CHUCTEMBI JUISI aBTOMATUYECKOTO BBIACIICHUS U
OYNCTKM HYKJIEMHOBBIX KHCJIOT U3 OMOJOTMYECKOTIO
marepuana Auto-Pure 96 m1s 1MarHoCTUKM in vitro
(Hangzhou Allsheng Instruments Co., Ltd, Kurait).
Peaknuio amrindukauum MpoBOAMIN TIPU TTOMO-
11 JeTeKTUpYIUX aMrinudukatopoB «ITopaitm»
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Figure 1. Algorithm for SCID screening in the Northwestern Federal District

(000 «HITO JHK-TexHonorusi», Poccus). Obuiee
YUCJIO 00CIeI0BaHHBIX HOBOPOXICHHBIX IETei CO-
craBwiio 209 741. ATTOpuTM TIPOBEACHUS] CKPpUHUHTA
oTOOpaXkeH Ha pUCYHKe 1.

CTaTUCTUYECKUI aHaIW3 MNPOBOAMIM B COOT-
BETCTBUU C pEKOMEHIAUsIMU MexayHapomHOi
denepaliu KIMHUYECKOU XMUMUU U JIaDOpaTOPHOM
menutnHbl (IFCC), tpeboBanusim TOCT P 53022.3-
2008 [4] c momotpio makeTa mporpamMm Microsoft
Office (Microsoft Excel 2021, Microsoft Word 2021
Juist ortcaHust) u Statistica 12.0. ComepzkaHue MoJie-
kys1 TREC nu KREC yunTbiBamoch B o0pasiiax KpoBu
JUIST BCEX COOTBETCTBYIOIIMX I'pymIl. [IpoBepka HOp-
MaJIbHOCTU pacIipeaeaeHUs JaHHbBIX MTPOBOIUIACH C
WCITOJIb30BaHNEM KPUTEPUEB:

—  KonmoropoBa—CMupHOBa JIs1 OLIEHKU CO-
oTBeTCTBUS pacnpeneiaeHust 3HadeHuii TREC u
KREC 3akoHy HOpMaJILHOTO pacIipeiesIeHUST;

— Manupo—Yunika s Ipymnrl, BKIIOYAOIINX
meHee 5000 HOBOPOXKAEHHBIX;

— AngaepcoHa—apauHra ajs rpymm  6osee
5000 HOBOPOXKAEHHBIX.

Busyanu3zaiiusi JaHHBIX OCYILIECTBJISIaCh C MPHU-
MEHEHMEM TMCTOTPaMM JIJIST aHAJIN3a PacTpeieICHUS
3HAUECHUIA; KBapTUJBHOTO aHaIW3a JJIsl CpaBHEHUS
TPYII IO Macce Tejla U CPOKY TeCTallii; TuarpaMmMbl

paccestHuUsI U1 OLIEHKU CBSI3M MEXIY IepeMeHHbI-
MU.

TTocTpoeHue pedepeHCHBIX MHTEPBAJIOB A1 3HA-
yeHnii TREC n KREC B pa3HBIX TpymnIiax, OCyIecT-
BJISJIOCh C MCIIOJIb30BAHUEM HeIapaMeTpU4eCcKOro
MeToJa KBaHTHWJIeH (ITepLIEHTUIBHBINA METO).

PesynbTartbl

1. O0mas xapakTepucTUKa JAHHBIX

B nanHoli paboTe npencTaBieHbl pe3yabTaThl, O-
nydaeHHble B xone nipoenenuss PHC BOU B C3DO
3a 2023-2024 .

Bcero 3a nipencraBieHHbBIN MEpHUO 00CTIETIOBAHO
209 741 HOBOPOXIEHHBIX AeTell. M3 unciia oocieno-
BaHHBIX JeTeil 00I1as Tpyrnia BHICOKOTO pHUCKa IO
BOMW, wHampaBieHHass Ha TTOATBEPKIAIOIIYIO IHa-
THOCTUKY, cocTaBuia 818 (0,39%). I1o pesyabratam
MOATBEPKAAIOLIe AuarHocTuku y 22 nereit (2,7%)
ObUTM BBISIBJIEHBI IIMTOTEHETUYECKUE U MOJIEKYJISIP-
HO-TEHETUYECKNE BapUaAHTHI, aCCOIIMUPOBAHHBIE C
BOMW. Ilo pesynsraramMm mMMyHOGhEHOTUTTMPOBAHUS
muMmbonnToB niepudepudeckoit kposu (MDT) y 23
(2,8%) neteit MMenuCh MPU3HAKKM MMMYHOIedU-
muTta. Toro nMMyHOIeOUIIUTHOE COCTOSTHUE TTOM-
TBepXaeHo y 45 (5,5%) neteit, OTHECEHHBIX B TPYII-
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TABINLA 1. PE3YNIbTATbI PHC BOU B C3®0 3A 2023-2024 I'T.

TABLE 1. RESULTS OF EXPANDED NEONATAL SCREENING FOR INBORN ERRORS OF IMMUNITY (IEI)
IN THE NORTHWESTERN FEDERAL DISTRICT FOR 2023-2024

-reHeTUYeckom/

High-risk group for IEI
associated with IEI
LUTOreHeTUYeCcKon NPUYMHbI
IFT-positive immunodeficiency cases without
confirmed genetic/cytogenetic cause

Cy6bekt C3P0
Region of the NWFD

Fpynna Bbicokoro pucka no BOU
BbifiBNEeHHbIe MONEKYNsiPHO-reHeTu4eckue
LUUTOreHeTUYECKNe BapuaHThbl,
accouunpoBaHHble ¢ BOU
Identified molecular genetic/cytogenetic variants
BbisiBNeHHble criy4yau ¢ npu3Hakamu
nmmyHogedumumTta no UPT Ges

yCTaHOBﬂeHHOI;l MOJeKyInsipHO

Number of examined newborns

KonuuyectBo 06crneaoBaHHbIX HOBOPOXAEHHbIX

B abc. yncnax
absolute
HOBOPOXAEHHbIX
% of newborns
examined
B abc. yncnax
absolute
B abc. yncnax
absolute

% oT
o6crnenoBaHHbIX

Pecnybnuka Kapenus

Republic of Karelia 8239 34 0,41 0 1

Pecny6nuka Komu

Republic of Komi 12201 46 0,37 1 2

ApxaHrenbckas o6nacTtb

Arkhangelsk Region 14013 48 0,34 0 0

HeHeukuit aBTOHOMHbIN
OKpyr 853 4 0,46 0 0
Nenets Autonomous Okrug

Bonoroackasa obnactb

Vologda Region 16974 65 0,38 1 )

Kaj'.IVI.HI/IHrpaACI.(aH obnactb 14942 57 0,38 2 0

Kaliningrad Region

ﬂer!MHrpancxgﬂ obnactb 17907 84 0,46 3 1

Leningrad Region

MypmaHckas qﬁnacn: 10427 32 0,30 0 1

Murmansk Region

Hosropo.qcxaf;l obnacTtb 7347 41 0,55 0 0

Novgorod Region

I'IcKoacKa;_l obnactb 7805 21 0,26 0 0
Pskov Region

CaHkT-lMeTepbypr 99033 369 0,37 15 14
St. Petersburg

Bcero 209741 818 0,39 22 23
Total
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My BBICOKOTO pHCKa MO pe3yjbTaraM MepBOro 3Tamna
PHC.

Pesynbratel ckpuauHra Ha BOUW ¢ pacrnipenene-
HueM 110 cyobektam C3MO npeacraBiieHbl B TA0OIM-
e 1.

Beuny Ttoro, uro ckpuHuHr BOU mnpoBomutcs
C NpMMEHEHMEeM KoynuecTBeHHoro aHaiauza JIHK
TREC u KREC u paHee omnucanue pedepeHCHBIX
3HAYEHUU Ha OOJIbIIMX BBIOOPKAX IS JAHHOTO Me-
Toma B P® He mpoBOAMIIOCH, BIIEPBEIE MTOCIIE Hadajia
CKpUHHWHTA TIPOBEICH pacyeT peepeHCHBIX MHTEP-
BaJIOB.

2. Bbi0op MeTOI0B CTATHCTHYECKOTO AHAJIM3A

B nepByto ouepenp, MpoBeacHa olleHKa HOpMaJib-
HOCTHU pacIIpele/IcCHUST TTOJYYeHHBIX 3HAYCHUU ISt
BCEX PE3YIbTAaTOB KOJIWYECTBEHHOTO MCCIICIOBAHUS
TREC u KREC ¢ nmomomsio kputepust Koimoropo-
Ba—CwmupHoBa. CorjlacHO MpOBeJISHHOMY aHAJIM3Y,
MOJyYeHHbIC TaHHbIE HE MOAYMHSJIUCH 3aKOHY HOP-
MajibHOTO pacnpeaesieHusi. COOTBETCTBEHHO, Aalb-
HeWIIMe CTaTUCTUYSCKUE pacueThl ITPOBOIWINCH
C HCIIOJIb30BaHMEM HemapaMeTPUIECKUX METOIOB
cratuctuku [ 14, 15].

Ha pucynke 2 nipencTaBieHBI THCTOTPAMMBI pac-
npenenenus 3HayeHuit TREC u KREC pns obieit
TPYIIIBI 00CIeIOBAHHBIX HOBOPOXKICHHBIX. TaK Kak
BBIOOpKA HE MNOOYMHSIETCS 3aKOHY HOPMaJIbHOTIO
pacrnpenesieHusl TaHHBbIX, Ha TUCTOrpaMMax O0OMX
nokasaTesieil HaOIomal0Ch XapakKTepHOEe JEBOCTO-

Pacnpegenenve TREC
Distribution of TREC

MnotHocTb AanHbIx/Data density
j==)
S
4

0 1000 2000 3000 4000 5000 6000 7000 8000

TREC, konuit/10° kneTok
TREC, copies/10° cells

pOHHEE CMEIeHNEe W3MEpeHM, MPOSBIISIOIICeCS,
COOTBETCTBEHHO, aCUMMETPHEH TaHHBIX.

ITockoabKy BO3pacT, MOIMYJSLIMOHHbBIE OTJIAYMS,
crerneHb 3pesiocti MC MoryT CyliecTBEHHO BIUSITh
Ha pe3yabTaThl UCCJIeIOBAHWIA, OTpee/ieHUe TOITy-
JISTIIMOHHBIX peepeHCHBIX MHTEPBAJIOB COIEPKAHUST
moJiekyn TREC n KREC B KpoBM HOBOPOXKIEHHBIX
JIeTell ciaeayeT MPOBOAUTL C YYETOM OTUX OCOOEH-
Hoctelt. BBuay toro, yro B PHC mnonyuyeHue 6uo-
MaTepuaia ocyllecTBasieTcss Ha 24-48 4yacoB XU3HU
IUTS AeTeit, pOXXICHHBIX Ha cpoke 37 1 OoJiee HeAeb
rectaluu, a Uil HeJOHOIIEHHBIX (MeHee 37 Heaelb
rectaliiu) B3sITUE€ KPOBU MPOBOAUTCS Ha 7-€ CYTKM
KU3HU, pasaejieHne MOoTyYeHHBIX JaHHBIX Ha TPYyII-
OBl IO CPOKaM TeCTalluK U/WJIN TI0 BeCy HOBOPOXK-
IIEHHOTO SIBJISICTCSI OCHOBHBIM KpUTEpUEM st pop-
MUPOBaHUSI TPYIII IJIsI CTATUCTUYECKOIO aHaI13a.

CoOOTBEeTCTBEHHO, pa3paboTaH AMU3aliH MCCIeN0-
BaHUS, C pasaejieHueM ooOlieil BbiOopku. Bce 006-
cienyeMmbic Ha BOW HoOBOpoOXXIeHHBIC pa3naeeHBl Ha
TPYIIIIBL:

1. Ilo cpoky recrauuu:

— 5o 28 Hemeltb (n = 656 HOBOPOXKIEHHBIX);

— 10 33 Henenb (n = 3240 HOBOPOXKIEHHBIX);

—  33-36 Henesb (n = 9564 HOBOPOXKIEHHBIX);

— ot 37 Henmenb (n = 196281 HOBOPOXKIAECH-

2. Ilo macce Tena npu poXICHUU:
— po 1,5 kr (n = 1995 HOBOPOXIEHHBIX),

Pacnpegenenne KREC

Distribution of KREC
0,0007f
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lMnoTHocTb AaHHbIx/Data density
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PucyHok 2. Mnctorpamma pacnpegenenus 3Hauyenuint TREC, KREC cpeav o6wen rpynnbl 06cneaoBaHHbIx 3a 2023-2024 rr.
Mpumeyanue. Ocb X: 3HayeHns TREC, KREC (konuit/10° agpocogepxalumx knetok). Ock Y: NNOTHOCTbL pacnpeneneHns pesynbTaTos.
Figure 2. Histogram of TREC and KREC value distribution among the overall examined group for 2023-2024

Note. X-axis: TREC and KREC values (copies per 10° cells). Y-axis: density of result distribution.
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— ot 1,5 1o 2,5 xkr (n = 10825 HOBOPOXIIEH-
HBIX);

— 2,5 u 6onee kr (n = 196921 HOBOPOXKAECH-
HBIi1).

IIpoBepka HOPMaJbHOCTU pacHpeiae/ieHUs IIPO-
BOOWJIACH JUIST BCEX BBIIEICHHBIX TPYIII C TIOMOIIIBIO
kputepueB KonmoropoBa—CmupHona, Ilanupo—
Yunka u Augepcona—/dapiauHra.

CoriacHoO IIpOBEICHHOMY aHaJINU3y, HU B OOIIeit
KOTOpTe, HU B OJHOM M3 IPyMIl, MOJyYeHHbIC TaH-
HBIE He TIOMUYNHSUIICH 3aKOHY HOPMAaJIBbHOTO pacipe-
neneHust. COOTBETCTBEHHO, TaTbHEUIIINE CTaTUCTH-
YEeCKHUE pacyeThl IMPOBOIWINCH C HCIIOJb30BaHUEM
HeTapaMeTPUIECKUX METOIOB CTATUCTUKM.

U151 OLleHKM B3aMMOCBSI3M MEXIY CPOKOM recTa-
uuu 1 ypoBHsamu TREC u KREC B npenenax kax-
JIO¥ M3 BBIIEJICHHBIX TeCTAIIMOHHBIX TPYIIIT OBLT MC-
MOJIb30BaH KO3(M@UIIMEHT PaHTOBOUM KOpPEasilUuu
Cnupwmena (p).

3. Anamu3 TREC u KREC B 3aBucHMMOCTH OT CPOKa
recTanun

Ha pucyHke 3 mpeacTaBieHO pacrpeneieHue
MOJIyYeHHbIX B X0 CKpUHUHTa pesyjbratoB TREC
n KREC B 3aBucuMocTH OoT cpoka recranuu. Ham-
oonpmue 3HaueHUs it TREC n niir KREC Haomr0-
JlaJIoCh U1 JOHOIIIEHHBIX HOBOPOXIeHHbIX. Ha ru-
CTOTpaMMe TaKxKe BUIHO ITOCTCIICHHOE YBEIWMYCHUE
3HayeHuii TREC c yBennuyeHHeM cpoka recraluwu,
YTO MOATBEPXKAAJOCh IIPU WCIOIb30BAaHUNU METO-
Ja paHroBoii kKoppeysiuuu. Hanbosnee BbipaxkeHHast
KOppessalus MeXIy CPOKOM TecTallud U KOJIMye-
ctBoM TREC Habmomaercs y rpynnbl 3KCTPEMaJIbHO
HEJIOHOIICHHBIX HOBOPOXKACHHEBIX, TO €CTh Y JIETCH,

Pacnpenenenne TREC B 3aBUCMMOCTY OT CpoKa rectauum
TREC distribution by gestational age
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poauBiuxcs go 28-it Heaenu rectauuun (TREC:
p = 0,373; p < 0,001). ITo Mepe yBeuyeHuUsI cpoKa
rectauu, Ko3MPUIIMEHT KOPPEISILUN CHUKAJICS,
a y HOBOPOXKIECHHBIX M3 TPYINBl JOHOIIEHHBIX (OT
37-i1 Henenu) npaktudecku orcyrctBoBan (TREC:
p = -0,0004; p = 0,87), TO ecTb CBSI3b MEXJY CPO-
kKoM rectauuu u ypoBHeM TREC ymeHblIUJIACH.
B cBoro ouepens gnsg KREC manHast 3aBUCMMOCTD
He TaK SIpKO BBIpaxkeHa. JIJIs1 3KcTpeMalbHO HEIOHO-
meHHbIX aeteit: p = 0,106; p = 0,006, a nnsa nereit,
POXIEHHBIX Ha 0oJiee ITO3MHMUX CPOKaX TeCTalluW,
nojyyeHa KpaliHe cyiabasi Koppessilus. YUMUTbI-
Basl paclipelesicHUe MaHHBIX, TPEICTaBICHHBIX Ha
TUCTOTpaMMe, OIlleHKa peepeHCHBIX IMalia30HOB
JIOJIDKHA MTPOBOIMUTHCS IJIST KaXKI0UW U3 FreCTallMOHHBIX
TPYII, TOCKOJBKY IIJIsI SKCTPEeMaIbHO HETOHOIIICH-
HbIX AeTeit moka3ateau TREC 3HauuTe1bHO HUKE.

Pesynbprar KBapTWUJIBHOIO aHajaud3a ypOBHEH
TREC u KREC B 3aBUCMMOCTH OT CpOKa recTaliiun
BU3yaJIM3MpOBaH Ha pucyHke 4. MenuaHbl, TeMOH-
CTPUPYIOIINE CPeIMHHOE 3HAaUYCHNE MaCcCCHUBa TaHHBIX
TREC, 3HauuTEeIbHO MPEBBIIAIOT YCTAHOBJIEHHbIEC B
PHC noporoBsie 3HaueHus. [1Jis1 aKCTpeMaabHO He-
JIOHOLIIEHHBIX JIeTeil MeauaHa cocTaBuia 348,5 ko-
nuit/10°  siapocomepkaliux KJIETOK, IS JeTel,
POKIEHHBIX Ha cpoke 28 Heaeab rectaliuu U 0oJjiee
meanaHa TREC npesbiaer 1105 komuii/103 siapo-
coepXKallluX KJaeTok. 3HauyeHus 2,5 mepleHTuei
TREC npesbinator 200 konuii/10° simpocomepxka-
IIIX KJICTOK JUIST BCEX TPYIIIT HOBOPOXKICHHBIX 32 MC-
KITFOYEHUEM TPYITIEI SKCTPEMAJIBHO HETOHOIIEHHBIX
JieTeit, TJie HUXKHUNM TTOpOr COCTaBUII Bcero 27 Ko-
it/ 10° smpocomepsKalnx KJIeTOK.

Pacnpenenenve KREC B 3aBMCHMOCTYW OT Cpoka rectauum
KREC distribution by gestational age
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PucyHok 3. Pacnpepenenue 3HavyeHuit TREC n KREC B 3aBUCMMOCTM OT CpoOKa rectauum

Figure 3. TREC and KREC distribution by gestational age
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PucyHok 4. Pacnpepenenue 3HayeHmit TREC u KREC B rpynnax pasHoro cpoka recrauum

Mpumeyanue. Moporosoe 3HayeHune — 100 konuit/(10%) sppocoaepkalyyx KIETOK (OTMEYEHO MYHKTUPHOWN JIMHUEN).
Figure 4. Distribution of TREC and KREC values across different gestational age groups

Note. Threshold value — 100 copies/(10°) nucleated cells (indicated by a dotted line)

B cooTBeTcTBUM C NIUTEpaTypHBIMH TaHHBIMH,
ypoBHu KREC He 3aBUCAT OT reCTalluOHHOTO BO3-
pacTa U OTHOCHUTEJIbHO CTaOuIbHBI. B pesynbrare
MPOBENEHHOTO aHaIN3a, MEIUAHHbIC 3HAUCHUS TaK-
JK€ OCTAIOTCSl BBICOKMMU JUISI BCEX MPOAHAIU3UPO-
BaHHBIX rpymnn. OmgHaKo, OlLIEeHMBas HUXXHIOIO rpa-
HUILY KBapTWJIBHOTO KopHuaopa (2,5 mepueHTWIb), B
TPYIIIe 9KCTPEMaIIbHO HEJIOHOIIIEHHBIX JIeTel MOJTy-
YyeHHOe 3HaYeHUE HAXOAUTCS Ha YPOBHE OTPE3HOM
Touku (cut-off), ycranoBiaernHoi B PHC.

OO01mMe AaHHBIE PAacyYeTOB, XapaKTEPU3YIOLIUX
noka3zateau TREC u KREC B 3aBUCMMOCTH OT cpo-
Ka recTaluu, IpeacTaBIeHbI B TAOIMUIIC 2.

4. Anam3 TREC u KREC B 3aBHCHMOCTH OT MACCBI
TeJjia HOBOPOXKIEHHOTO

st BU3yanm3aly JaHHBIX IIPUBEOCHBI THCTO-
rpamMmbl pacnpeneienus 3HaueHuit TREC u KREC
B 3aBUMCHUMOCTM OT Beca HOBOPOXIAECHHBIX (puc. S).
Haubosnpilime 3HaYeHUsI pe3ylabTaTOB KakK ISt
TREC, tak u nnsgs KREC HaGatogatoTcs B rpynine a0-
HOIIEHHBIX HOBOPOXIEHHBIX, ¢ BecoM 3500-4000 r.
IIpencraBaeHHass HA TUCTOTpaMMe TEHICHIIMS pac-
npeneineHus nokasaresieit yposHeit TREC u KREC
B 3aBUCUMOCTHU OT Beca MPU POKICHUU aHAJIOTUYHasI
C pacripeneIeHIeM JaHHBIX B 3aBUCUMOCTH OT CpoKa
recraiu.

Taxcke mpoBeaeHa OlleHKa KOJIMYECTBEHHBIX I10-
kazareneit TREC m KREC B rpymmmax HOBOpPOX-
JIEHHBIX, pa3lelieHHbIX I0 Macce Tema. Pesymbrar
KBapTWJIHLHOIO aHajM3a IPeICcTaBIeH Ha pUCYHKeE 6.
BBuay Hepenpe3eHTaTUBHON BBIOOPKW HOBOPOXK-
JNIEHHBIX C 9KCTpeMaJlbHO HU3KOW Maccoli Teja (Me-

Hee 1000 r), maHHas TpyIIIa AeTeil BKIIIoOUeHa B KaTe-
roputo 10 1500 .

YMepeHHast NOJI0KUTeIbHAS KOPPEISIIINS MEXKIY
Maccoit Tena u nokasareaamu 1T REC HaOmomamach
y JeTe C BKCTpeMaJibHO HM3KOW Maccol Tejia
(<1500T) (TREC: p=10,469; p <0,001). [dns nereii c
Maccoiitesra6oee 1500 T KoppeIsious OTCyTCTBOBaIa
Wi OblIa KpaifHe ciiabast, TO eCThb OTCYTCTBOBaJia
3aBucuMocTh 3HaueHuii TREC ot Mmaccel Ttena
HOBOPOKICHHOTO B TPYIIE AETEH ¢ 3KCTpeMaTIbHO
Hu3KoM Maccoii Tena. Meauansl TREC cocraBasiiu:
B IpyIIe AETe C MAaCCOM Tejla MpU POXICHUU IO
1500 r — 786 kommuii/10° ssmpocoaepKaliux KIETOK,
B TO BpeMms Kak y JeTeil ¢ Oosbliieidi Maccoil Tena
MeauaHbl ObLIM COIOCTaBUMbI M COCTaBJIsIM 1287
u 1115 xonwmii/10° simpocoaepsKalnux KIETOK. DTHU
JTaHHBIC ITOATBEPKIAIOT, YTO Yy IOETeU W3 TPYIIIThI
9KCTPEeMaJIbHO  HEJOHOIIEHHBIX  HaOJI0aaIoTCs
6osiee Hu3kue 3HadyeHus TREC. Huxugasg rpanuna
KBapTUJIbHOIO Kopujopa (2,5 mnepLeHTWb) COC-
TaBuia 45 konuii/10° sgpocoaepxkalinx KJIeToK. DTu
pe3yabTaThl COTJIACYIOTCSI C aHaJIM30M KOJIWYeCTBa
TREC B 3aBUCMMOCTH OT CpOKa rectaliui, MOCKOJIb-
Ky TpyIIa JIeTei ¢ 3KCTPeMaJlbHO HU3KOW Maccou
Tesla He BhIIEJICHA OTOebHO. B rpymiie meteit ¢ mac-
coit tena nipu poxaeHuu 1500-2500 r HUXKHSS rpa-
HULa coctaBuia 287 konuii/10° sapocomepKanmx
KJIETOK, a B rpyIiIie ¢ Maccoii teia 2500 r 1 6ojee —
316 xonuii/10° ssmpocoaepsKalmx KIETOK. DTU JaH-
HbI€ MOATBEPXKAAIOT, UTO C YBEJIMUYCHUEM MacChl Teja
HaOJIFogaeTCcs TSHACHIINS K ITOBBIIICHUIO 3HAYCHUI
TREC. Koppenssuusg KREC ¢ maccoii Tena B rpyr-
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Pegpepencrnvie unmepeanrvt TREC u KREC ¢ PHC
Reference intervals of TREC and KREC
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PucyHok 5. Pacnpegenenue 3HayeHmnit TREC u KREC B 3aBUcHMOCTH OT Macchbl Tefia HOBOPOXAEHHbIX
Figure 5. Distribution of TREC and KREC values by newborn body weight
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Figure 6. Distribution of TREC and KREC values across different birth weight groups

Note. As for Figure 4.

ne aeteit 1o 1500 r ¢ koadbdunmentom p = 0,129 u
p < 0,001 cyuramach cnaboii, HO CTaTUCTUYECKU
3HAYMMOM, TO €CTh JOCTOBEPHO OTCYTCTBOBaJIA.
Y HOBOpPOXAEHHBIX ¢ Maccoil Tejaa Bbime 1500 r
CTEIICHb KOPPEJISILUM CHIDKAIach W TIPAKTUUYECKU
ucuesana. OmHAKO aHaIM3 MeauaH, MOJYyYeHHBIX
no KREC Bo Bcex BbIAEJEHHBIX TpyIImax Iio
Macce Telda HOBOPOXIEHHOrO, He ITOKa3bIBajia
CTAaTUCTUYECKM  3HAUYUMBIX  pPa3IWuMil  MEXIy
Maccoil Tejla HOBOPOXICHHOTO W KOJHMYSCCTBOM
kormuii KREC wu Bapbupyer B npenenax 1073-
1192 komuii/10° stnpocomepkamux KiaeTokK. [lpu

OLICHKE HIMKHEI rpaHUIbl KBAPTUILHOTO KOpUaopa
(2,5 neplLeHTUIb) ObLJIO YCTAHOBJIEHO, YTO HUXKHUE
noporoBbie 3HaueHuss KREC mpesswimaior cut-off,
ycraHoBieHHbIT B PHC, Bo Bcex rpynnax. B yacTt-
HOCTH, B TpyIIIe nereit ¢ Maccoit Tena meHee 1500 r
HUXKHEEe MOporoBoe 3HauyeHue (2,5 TeplLeHTUIb) Co-
craBuiio 169 kommii/10° sapocoaepXKaiimx KIeToK,
HECMOTpSI Ha OTPaHUYEHHYIO BBIOOPKY, KOTOpasi He
ObU1a pasaesieHa Ha 0oJjiee Y3K1e MOATPYIIIThI.
OO61IMe JaHHBIC PACUYETOB, XapaKTSPU3YIOIIHE ITO-
kazateau TREC u KREC B 3aBUCMMOCTH OT MaccChl
TeJia HOBOPOXKIIEHHOTO, TIPEJICTABIeHbI B TAOIMIIE 3.
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TABINLA 3. PEOEPEHCHbIE UHTEPBAIbI KOJTMYECTBA MONEKYN TREC U KREC A5 rPYMNM MO BECY

HOBOPOXAEHHbIX

TABLE 3. REFERENCE INTERVALS OF TREC AND KREC COUNTS ACROSS BIRTH WEIGHT GROUPS

CTtaTucTuyeckme nokasarenum
Statistical indicators

TREC

KREC

o 1,5 kr
up to 1.5 kg

1,5-2,5 kr
1.5-2.5 kg

oT 2,5 Kr
from 2.5 kg

no 1,5 kr
up to 1.5 kg

1,5-2,5 kr
1.5-2.5 kg

oT 2,5 Kr
from 2.5 kg

MepguaHa
Median

788

1288

1115

1073

1192

1099

HwxHsasa rpaHuua (2,5-n
nepueHTUmNb)
Lower bound (2.5 percentile)

45

287

316

169

235

260

BepxHssa rpaHuua (97,5-1
nepueHTUNb)
Upper bound (97.5" percentile)

3495

4201

3528

4034

4543

3720

CpenHee
Mean

1012

1537

1322

1338

1483

1321

HaumeHbLluee 3Ha4YeHne
Minimum value

3,73

0,9

18

Haubonblee 3Ha4YeHne
Maximum value

6459

7880

8050

7669,173

7822

8031

95% poBepuUTesNbHbIN
UHTepBan Ana MmegunaHbl
95% confidence interval for the

737,29-
838,71

1264,04-
1311,96

1110,35-
1119,65

1016,85-
1129,15

1166,37-
1218,34

1094,03-
1103,97

median

HwxHas rpaHuua (99%)
pedhepeHCHOro MHTepBana
Lower bound (99%) of the
reference interval

27 201

239,45 104,9 164 188

HwxHasa rpanuua (99,9%)
pedepeHCHOro MHTepBana
Lower bound (99.9%) of the
reference interval

119 53,9 43,81 53

KoadcpuumeHT paHrosomn
koppensuun CnupmeHa
Spearman’s rank correlation
coefficient

p = 0,469;
p < 0,001

p =-0,028;
p = 0,003

p = -0,044;
p < 0,001

p =0,129;
p < 0,001

p =-0,013;
p=0,16

p=0,032;
p < 0,001

Y HOBOpPOXAEHHBIX ¢ Maccoit Tena 6onee 1500 ¢
HaOJIIOJAIOCh CHUXKEHME CTEIEeHU KOppessiuu
Mexay Maccoil tena um mokasartensmu TREC, urto
MOXET yKa3blBaTb Ha OTHOCUTEJIbHYIO CTaOuIM3a-
M0 3TUX MoKa3zaTtenei. Hanuuue ciabdoii Koppelisi-
nuu Mexay Maccoit tesa u yposHeM KREC B rpynmne
nereit ¢ maccoii Tena 1500 1, a Takske KpaliHe cj1aboit
KOPPEJISLMU B TPYIIIaX C OOJBIIUM BECOM, MOXET
CBUIETEIBCTBOBATDH O TOM, UTO Ha MOJYYEHHBII ypo-
BeHb KREC moxeTr BnusATHL Majasi BBIOOpKA M OT-
CyTCTBHUE 0Oo0Jjiee NeTajlbHOTO pachpeaeieHUsI BHYTPU
TPYIIbI, KOTOPbIE MOTYT OTrPaHUYMBATH HOCTOBEP-
HOCTb 3TOTO BbIBOJA.

PesynbraTel cTraTUCTUYECKOTO aHaimm3a pede-
PEHCHBIX MHTEPBAJIOB IPOAEMOHCTPUPOBAIN, YTO

JIETU C SKCTPEMaTbHO ¢ HU3KOI MacCol Tela U poxK-
NIeHHbIe 10 28 Heaeab uMmenan yposeHb TREC 3Hauu-
TEeJIbHO HIDKE TOPOTOBOTO 3HAYCHUSI, YCTAaHOBJICH-
Horo B PHC (< 100 komuii/10° sapocoaepxKaiimx
KJeToK). OmHakKo JaHHas TpyMnmna aeTeil KpaiiHe
¢u3MoIOTHYEeCK HEOTHOPOOHA M IS TTOTYYCHUS
KOPPEKTHBIX JAHHBIX JOJKHA TTOIJIEXXAaTh OoJIee TITy-
OOKOMY aHaJIM3Y.

g KREC nmono6HOM 3aBUCMMOCTU HE HaOJII0-
JIaJIOCh, YTO TTO3BOJIMJIO ClieaTh BHIBOI O HEOOXO-
MOCTH He3aMeIJINTEJIFHOTO IIPOBEACHMS MOATBEPK-
JAIOIUX ATAlOB IMArHOCTUKU Yy AeTeil U3 TPYIIbI
BbIcOKOTO prcka 1mo KREC, He moxkmnaasich ITOCTKOH-
LenTyaJbHOTro Bo3pacTa 37 Heaellb.
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[] Mpynna yMepeHHoro pucka [] Dons geteit, nonasLunx B rpynny yMepeHHoro piucka no TREC
Moderate risk group Proportion of children at moderate risk according to TREC

[] Honsa peteit, nonasLunx B rpynny ymepeHHoro prcka no KREC
Proportion of children at moderate risk of KREC

[ [ons getelt, nonasLuux B rpynny ymepeHHoro pucka no TREC/KREC
Proportion of children at moderate risk of TREC/KREC

PucyHok 7. Pacnpegenenue rpynnbl ymepeHHoro pucka no TREC, KREC
Figure 7. Distribution of the moderate risk group by TREC, KREC
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2,5 TIepLUeHTWIb, XapaKTepU3YIOIIUN HIKHIO
rpanuny 95%-Horo pedepeHCHOro MHTepBaja, BO
BCEX aHAJIM3UPYEMbIX TpyMMax, 3a MCKIIOUYEHUEM
HEJIOHOIIICHHBIX HOBOPOXKIECHHBIX C 3KCTpeMallb-
HO HHM3KOI Maccoil Teja, CYIIECTBEHHO ITPeBBIIIA
yctaHoBineHHBIT B PHC moporoBslit ypoBeHb. Crie-
JIOBaTeJIbHO, MOXKHO TOBOPUThH O TOM, UTO B TpYIINe
YMEPEHHOI'0 PUCKA WIN «CEPOU 30HE», BBIACIEHHON
B MHCTPYKIIMM K HAOOpPY pPEareHTOB, CYIIECTBYET
puckK BoisiBIeHUs aeTeit ¢ BOU, XOTs OH CcyllecTBEH-
HO MEHBIIIE, YeM B TPYIIIIe BEICOKOTO PUCKa.

Pasnen 5. AHasm3 rpynibl yMEPEHHOTO PUCKA

YuutsiBasi MOJAydeHHbIE PE3yJIbTaThl, OBLIO MPU-
HSTO peIlIeHWE IPOBECTU aHaJIWU3 TPYIIBl YMEpeH-
HOTO pUCKa, MOJydeHHOU B xoe nposenenuss PHC.
OO1mast moJIsT AeTei, MOIMaBIINX B «CEPYIO 30HY», T10
OMMCAaHHOMY B MHCTPYKLIMM K HaObOpy pearcHTOB
unrepBany 3HadeHuit (TREC 101-450 xormii/103
aapoconepxaiux kiaerok; KREC 101-250 ko-
nuii/10° gapocoaepxXallnxX KJIE€TOK) cocTaBuia 9%
OT OOIIIEero Yncia 00CIeI0BaHHBIX HOBOPOXKIESHHBIX
nereit. B cBolo ouyepenp, rpylina yMepeHHOro prucka
pacripeaeaniach Tak: 75% cocTtaBWwIn OE€TU 110 pe-
3yabTaTaM ucciaenoBaHus, y Kotopbix TREC 101-450
Konuii/10° supocoaepKalmx KieTtok, 21% — netn
¢ pesyasrataMmu KREC B nuanazone 101-250 ko-
nuii/10° gapocoaepxaliux Kietok u 4% — netu, y
KOTOpbIX Mo pesynabratam ckpuHuHra u TREC, u
KREC Haxoauanch B «CEpoii 30HE».

PesynbraTel TIpeAcTaBieHBI Ha KPYroBOM IHMa-
rpamme (puc. 7).

Ha mipencraBieHHON Ha puUCyHKe 8 nuarpamme
WLUTIOCTPUPYETCS TIPOLIEHTHOE COOTHOIICHHUE Je-
Tell U3 TPYIIIBI YMEPEHHOTO pUCKa IT0 TT0Ka3aTeIsIM
TREC n KREC oTHOCUTENBHO CyOBEKTa, B KOTOPOM
poaunuch Aetu. Pe3kux KojiebaHUil MO KOJIUYECTBY
MOJYYeHHBIX PE3YABTATOB M3 TPYIIIBEl YMEPEHHOTO
pucka no TREC, KREC nnn TREC u KREC Bwme-
CT€ HE OTMEUaJIOCh, U3 Yero MOXHO clejaTh BBIBOJ
0 TOM, UTO CpPeAU HOBOPOKICHHBIX IETCH B MOIMYJISI -
uu C3PO, He3aBUCUMO OT CyObeKTa, 0K0JI0 9% ne-
Telli UMMYHOKOMITPOMETUPOBAHKI IIPU POXICHUU U
TpeOyIoT 60Jiee MPUCTATLHOIO HAOJIOAEHUSI CO CTO-
POHBI TIEIMATPOB 1 AJUIEPTOJIOTOB-UMMYHOJIOTOB 11O
MECTY >KUTEJIbCTBA MOCJIE BBIITMCKU U3 POIUIBHOTO

JomMma.
BaxHo OTMCTUTL, YTO IIO0 IIOJIYYCHHbLIM B
XoOo€ CTaTUCTUYECKOro aHajaum3a perepeHCHbIM

WHTEpBajaM JIJIsl BCeX TPYTI, KPOME IKCTPEeMaTbHO
HEJIOHOIIIEHHBIX U/WUJIN MaJIOBECHBIX AETEH, cpeaHee
3nayeHne TREC cootBercroBano 300 komusm/103
SIAPOCONEPXKAIINX KIIETOK, YTO HVKE YCTAHOBJICH-
HOTO WHCTPYKIIMEl K HabOpy peareHTOB mopora JJist
rpyIIbsl ymMmepeHHoro pucka. [lonydyeHHasi HUXHSIS
rpaHulia HOPMaJbHBIX 3HAUYEHWW TMpU OLIEHKE
pedepeHCHBIX TUANla30HOB CBUNIETEIBCTBYET O TOM,

9TO HEOOXOIMMO CY3UTh TPYIIIYy YMEPEHHOTO prcKa
co 101-450, na 101-300 xormii/10° ssmpocoaepKammx
kietok aisg TREC. Insa KREC nonyyeHHbIE B XOe
MIpOBEICHUSI aHa/M3a JAaHHBbIC TaKXKe IT03BOJISIIOT
paccyuTaTh IIOPOrOBbIE 3HAYEHUs [JIsl TPYIIIbI
yMepeHHOro pucka. CpeaHee 3HadyeHUe IS
KREC Bo Bcex rpymnnax coctaBuio 230 komwmii/10°
SIAPOCOAEPXKALLIMX KJIETOK, UTO OJIM3KO K YKa3aHHBIM
Irara3oHaM B WHCTPYKIIMM K HAOOpy peareHTOB
(101-250 xormmii/103 sapocomep>Kalx KJIETOK).

ObcyxaeHue

3a mepBble 2 TOoAa peajm3allii MacCOBOTO 00-
ciegoBaHus HoBopoxaeHHbIX HA BOM PHC 3ape-
KOMeHJ0BaJl ce0sl KaK 3(P(OeKTUBHBIN MHCTPYMEHT
BBISIBJICHUSI HOBOPOXKAECHHBIX HE TOJBKO C TsXKeJoit
KOMOMHUPOBAHHOW MMMYHHOI HEIOCTaTOYHOCTBIO
WIA araMMarioOyJInHeMUe 10 Pa3BUTHSI TSKEIIBIX
MH(EKIIMOHHBIX OCIOXHEHUI, HO U JeTeil ¢ Ooee
markumu dhopmamu BOU.

I[MonumaHnue pedepeHCHBIX MHTEPBAJIOB IT03BO-
JISIeT OlIEHMBaTh OMOJIOTUYECKUE BapyuallMyd U ycTa-
HaB/JIMBaTh aJleKBaTHbIC AUaIla30HbI IMOKa3aTeaei
IUTSL TaJbHEMIIero KJAMHUYECKOrO HMCII0JIb30BaHMSI.
3DTO, B CBOIO oYepedb, CIIOCOOCTBYET Oojiee TOUHO
MHTEpHpeTalluy pe3yIbTaTOB MCCICIOBaHMUIA, a TaK-
Ke TIpPUHSATUIO CBOCBPEMEHHBIX M OOOCHOBAHHBIX
IVUATHOCTUYECKUX U TePaIIeBTUICCKUX PEIICHUIA.

PedepeHcHble MHTEPBaIbl TPEOYIOT JaJIbHEWIIIE-
ro nepecMorpa u OoJjiee yriIyOJeHHOro Ioaxoaa, B
3aBUCUMOCTU OT MCXOJHBIX MOKa3aTeseil cpoka re-
CTalluM U Beca HOBOPOXKIEHHOrO, HampaBJIeHHOI'O
Ha PHC. OgHako yxXe ceityac, 1o IpoLIEeCTBUM ABYX
JIET, MOXKHO TOBOPUTh O TOM, YTO, COTJIACHO MOJY-
YeHHBIM TaHHBIM, HEOOXOOWMO ONTUMH3UPOBATH
aJITOPUTM CKPUHUHTA W HE3aMEeIJINTEIIBHO ITOIBEP-
raTh 3TaraM MoATBEPKAAIONIeH TMaTHOCTUKY IeTeH,
POXIAEHHBIX TTociie 33-i Helenu recraiuu U/vind ¢
BecoM Oosiee 1500 rpamm.

IToMuMO HOBOPOXKIEHHBIX, MOIABIINX B IPYMITY
BBICOKOI'O pMCKa M HaIIpaBJICHHBIX Ha MOATBEPKIA-
JOIIIYI0O TMAarHOCTUKY, HE MCHBIIIC BHUMAHUSI CTOUT
YACTUTH TPYIIIC YMEPEHHOTO pUCKa, KOTOpasl BBIIS-
JISIETCS B MHCTPYKIIUM HabOpa peareHTOB, UCIIOIb3Y-
emoro s rmposeneHuss PHC B C3®O. [letn, mmomnas-
1€ B TPYIIITY YMEPEHHOTO pHCKa, TIIe, IO JaHHBIM
MHOTMX aBTOPOB, a TAaKXKe COIJIAaCHO IOJIyYEHHBIM B
XoAe MaHHOTO MCClienoBaHUs pedepeHCHBIM 3Haue-
HUSIM, MOTYT ObITh AeTi ¢ BOU, TpebyroTt 601ee mpu-
CTILHOTO BHMMAaHUS CO CTOPOHBI TTeANATPUICCKON
CJIyXOBI.

BbiBoapl

1. B rpynmy Beicokoro pucka nmo BOW mnomna-
710 818 noBopoxaeHHBIX (0,39%) u3 209741 obcite-
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noBaHHbIX Ha 0a3ze CII6 I'BY3 «/luarHoctuueckuii
LHeHTp (MeauKo-reHeTuueckuii)» B pamkax PHC 3a
2023-2024 .

2. B pesynbrate npoBeIeHHOr0 aHaJIu3a BbISIB-
JICHA CTaTUCTUYCCKU 3HAYMMasl B3aIMOCBSI3b MEXKIY
ypoBHeM TREC, maccoii Tena HOBOpOXAEHHOTO, a
TaK>Ke€ CPOKOM recTtalu. B rpymmne HemoHOIIeHHBIX
JIETEN C BKCTPEMAIIBHO HU3KOU MacCOl Tejia MEHb-
me 1500 r mpu poXIeHUU pacyeTHbIe MOPOrOBbIE
3Ha4YeHUsI HWXKe, ycTaHOBJIeHHBbIX B PHC. Yuurthwi-
Basl, 4YTO TPYMIIa 3KCTPEMaIbHO HEJOHOIIEHHBIX JIe-
Tell 3HAYUTEIbHO MEHBIIIE OCTATLHBIX, HEOOXOANMO
MPOBECTU IETATbHBIN aHAIN3 0 HEICISIM recTallun
M Macce Teja MOocje TOJYYEeHUS MTOIOJHUTETbHBIX
pe3yabTatoB cKkpuHuHTa B PD. D10 MTO3BOIUT OOJICE
TOYHO OLIEHUTH pedepeHCHbIE MHTEPBAJbl B JTaHHOM
Tpyme.

3. Jlnga geTeil, poXIEHHBIX Ha cpoke 28 He-
nenb u boJiee, ¢ Maccoii Tea 6onee 1500 r, 3HaUeHUS
2,5 TepleHTUIIS 3HAYNTEILHO BBIIIC YCTAHOBICHHO-
ro B PHC noporoBoro ypoBHsI 1 HaXOAWINUCH B Tra-
na3oHe ot 215,8 mo 380 xkonuii/10° ssapocoaepKaimx
KIIeToK. ITomydeHHBIE pe3ynbTaThl CBUACTEIHCTBYIOT
O BO3MOXHOCTU BbIsIBJIeHUs Aeteit ¢ BOU B nua-
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