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Pe3ome

[Iporpamma CKpUHHHIa HOBOPOXKAEHHBIX JIETEH UTPAET OJHY U3 KIIOUEBBIX
poisieit B pa3Butuu 3apaBooxpanenus Poccuiickoii denepanuu (PD). C 2023 r.
BeTymui B cuiny npukaz Ne274n «O6 ytBepxkaenun I[lopsnoka okxazaHus
MEJIUIIMHCKOW TTOMOIIM MallMeHTaM C BPOXIECHHBIMU U (WJIM) HACIIEICTBEHHBIMU
3a00JIeBaHUSIMWY, KOTOPBIM pACIIMPUIT CHEKTP HCCIEAYEeMbIX 3a00JieBaHUN B
HEOHaTaJIbHOM Tiepuojie. Pactpennbiit HeoHatanbHblil ckpuHUHT (PHC) sBisieTcs
KOMIUIEKCOM MEPOIPUATHI, HAIPaBJICHHBIX HAa MPOBEACHUE HCCIEAOBAHUN, IS
JTUArHocTUku 36 Ho3zosoruil. OpgHOM U3 OOMIMPHBIX HO30JOTHYECKUX TPYIII,
uccienyeMbix B PHC, siBnsitoTcst Bposknennble omuoku ummynutera (BOW). BOU
MPEACTABISAIOT COOOM MOCTOSIHHO PACIIMPSIONIYIOCS TPYIIy HACIEACTBEHHBIX
3a00JIeBaHUN MUMMYHHOM CHCTEMbI, KOTOPBIE XapaKTEpPU3YIOTCS TMOBBIIIEHHOM
BOCITPUUMYHBOCTHIO K WH(MEKIUSAM 32 CUET peain3allid MMMYHOTATOJIOTHYECKHIX
nporieccoB. Ha mepBoM »JTane CKpUHUHTAa MPOBOJUTCS KOJIUYECTBEHHOE
ompenesieHne KoJiell BbIpe3anusi T-kietounbix penentopoB (TREC) u konen
BbIpe3anusi kanma-pekomOuHanuu (KREC) BcemM  HOBOpOXACHHBIM, st
dbopmMupoBaHUs TPYMIBI BEICOKOTO PUCKa U ITPOBEACHUS ITANOB MOITBEPKIAt0IIEH
JIUArTHOCTUKH, YTO, B CBOKO OUEPE/Ib, IO3BOJISET BRIABUTH NanreHToB ¢ BOU eme 1o
pPa3BUTHUSI CUMIITOMOB.

B nanHO# cTaThe pacCMOTPEHBI U ITpoaHaIn3upoBaHbl pe3ysibratel PHC BOU
Ha Tepputopun CeBepo-3anagHoro denepanbHoro okpyra (C3P0) 3a 2023-2024
rogel. B Teuenne aByx ser B CeBepo-3amamHoMm (eneparbHOM OKpyre ObLIO
o0cnenoBano 209 741 HOBOPOXKIEHHBIX jeTel. B rpymnmy Beicokoro prucka no BOU
nonanu 818 mereit, uto coctaBuiio 0,39% ot Bcex obOcnemoBaHHbIX. Y 45 (5,5%)
neteit Obut 0OHapY>KEeHbI MPU3HAKA UMMYHOIe(PUIINTa HA OCHOBAHUU PE3YyJIbTATOB
UMMYHO(pEHOTUIHPOBaHUs JTUMPouuToB nepudepruyeckoi kposu (MDT), u'y 22
(49%) U3 HUX YCTAaHOBJICHBI TEHETUYECKUE MPUUMHBI JAHHOTO COCTOSTHUSI.

ABTOpaMH TMPOJAEMOHCTPUPOBAHA B3aMMOCBSI3b CpPOKa TeCTallud M Beca
HOBOpoxaeHHBIX neter ¢ nokazaremsiMu TREC m KREC, a takxke paccuutanbl
pedepeHcHbIe MHTEPBAJbl JIJIs1 KaJA0W U3 BbIJEIEHHBIX rpynn. IlonyueHHbie B
JTAHHOM HCCJICJIOBAHUM PE3yJIbTaThl aKIEHTUPYIOT BHUMAHUE Ha HOBOPOXKICHHBIX
U3 TPYIIBI YMEPEHHOTO pHCKa, MOCKOIbKY 9% oT Bcex oO0CieIOBaHHBIX 10
pesynbratam PHC oTHOCSTCS K Tpymme “ycIOoBHO 34OPOBBIX JIETEH~ MPU ITOM
koimuectBo kot TREC w/unmu KREC nHaxonutes 3a mpenenamMu paccudTaHHON
HUKHEHN TpaHullbl pehepeHCHOTro HHTepBaa.

Ha ocHOBe mosryd4eHHBIX JaHHBIX ObUTH MPEIOKEHBI MOJICTH ONTUMHU3AINH
IrOpUTMa JUArHOCTUKH BPOXKIEHHBIX omnook ummyHutera (BOU). 3to, B cBOIO
ouepesib, CIIOCOOCTBYET paHHEH MOCTAaHOBKE AuarHoza u Oonee 3hdEeKTuBHOMY
OKa3aHUI0 MEAUIIMHCKON MOMOIIHN MAIAEHTaAMU C UMMYHHBIMU HAPYyIICHUSMH.

YcTaHOBIGHHE  MOMYJSILIMOHHBIX — pePEPEHCHBIX HHTEPBAJIOB  WUIpaeT
KJIFOYEBYIO pOJIb B CTAaHJAPTU3AIMA METOJIOB JIMATHOCTUKH W MOHUTOPUHTA
COCTOSIHUSI MMMYHHOW CHUCTEMBI, UYTO SIBJISIETCS Ba)XXKHBIM IIIarOM B Pa3BUTHU
3JIpaBOOXPAHEHUS B LIETIOM.
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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, Order
No. 274n “On the approval of the Procedure for providing medical care to patients
with congenital and/or hereditary diseases” has expanded the scope of neonatal
screening. Expanded newborn screening (ENS) now includes detection of 36
nosological conditions.

Among these, inborn errors of immunity (IEI) represent a significant and
expanding 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 conducted for all newborns 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 for IEI conducted in the
Northwestern Federal District (NWFD) during the period from 2023 to 2024. Over
this two-year period, a total of 209 741 newborns were screened in the NWFD.
Among them, 818 newborns (0.39% of those screened) were classified as high-risk
for IEIl. Cases of immunodeficiency were identified for 45 children 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 a lesser extent with KREC levels. Reference
intervals were established for defined neonatal subgroups. The findings highlight the
importance of continued observation of newborns classified as moderate-risk.
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, models for optimizing the screening program for
IEI were proposed. This, in turn, contributes 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 diagnosing and monitoring the immune system,
representing an important step in the overall advancement of healthcare.

Keywords: Expanded Neonatal Screening, Inborn Errors of Immunity,
KREC, Primary Immunodeficiency, reference intervals, TREC.
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1 Beenenue

HeonaTanbHblii CKpUHUHT SIBISETCS OJHHUM W3 KIIFOYEBBIX HAIIPABJICHUW B
paHHEW JMArHOCTUKE HACJIEICTBEHHBIX 3a00JeBaHUI W  peajau3yercs B
OOJBIIMHCTBE PA3BUTHIX cTpaH [1].

C suBaps 2023 roga Ha Ttepputopun Poccuiickoit ®enepaunu (PD)
MPOBOAUTCSL pacliMpeHHbld HeoHaTanbHbIM ckpuHUHT (PHC), xoTopsiii, B ToM
YuClie, OXBATHIBAET TPYIIy HOBOPOXKICHHBIX C BPOXKICHHBIMH OIIMOKaAMU
ummyHuteta (BOW) mnu nepsuunsiMu ummynoaedunuramu (ITAJT) [2]. BOU —sT0
OoJpIas Tpynna TeHETUYECKH JETEPMUHUPOBAHHBIX 3a00J7€BaHUNA HMMYHHOUN
cuctrembl (MC), deHoTunnueckoe pa3HOOOpa3ue KOTOPOH  OmpeaesieTcs
byHKIHOHATBHBIM  JeekToM TmopaxkeHHoro 3BeHa WC, o00ycnaBauBarmmUm
HapyIIEHUE CIIOXKHOTO Kackajla peakiud, HEOOXOMUMBIX I HIMMHUHAIUU
Yy’KEPOJIHBIX areHTOB M3 OPraHM3Ma WU pPa3BUTHUS aJCKBATHBIX BOCHAIMTENIbHBIX
peakuuii [3].

Cam TepMHUH «IE€pBUYHBbIE UMMYHOJE(UIIUTHED) BO BCEM MUPE MOCTEINEHHO
YCTYNAaeT MECTO O00Jjiee COBPEMEHHOMY M TOYHOMY — «BPOXKJIECHHBIE OIIMOKU
ummynuteTay (BON) [2].

JUiss  opraHu3alMd M KOHTPOJS TPOBEACHHUS NPOrpaMM CKPUHUHTA
CYLIECTBYET pSAJ KpPUTEPUEB, OJOOPEHHBIX KOMHUTETOM OOILECTBEHHOW H
npodeccuoHanbHOM TOAUTHKU EBporeiickoro o0mecTBa TI€HETHKH YelloBeKa
(ESHQG) [4]. OqauM U3 KIII0YEBBIX KPUTEPUEB SBIISICTCS paHHEE BBHISIBIICHUE JIETEH,
JUISL KOTOPBIX JOCTYIHBI 3()PEKTUBHOE JIeYeHUE W TPO(PHUIIAKTHKA IIEJIOr0 psjia
BPO’KJICHHBIX 3a00JI€BaHUI /IO Havasla UX KIMHUYeCKor Manudecrammu [5].

CBoeBpeMEHHOE JIEYEHHE TO3BOJISIET M30€XkaTh PaHHEro W, KaK IMpaBuio,
KpailHe TSKeJIoro HMH(MEKIMOHHOTO MpoLecca, BBI3BAHHOIO OaKTEpHAIBbHOM,
BUPYCHOMU, TPUOKOBOI MPUPOJI0i, B TOM YUCIIE U ONMIMOPTYHUCTUYECKON 3THOJIOTUH,
a TaK)Ke MPOSBJICHUS ayTOUMMYHHBIX peakuuu [6].

B pasHbix cTpaHax HeoHaTanbHbI CKpuHUHI BOU peanusyercs Ha pazHoe
KOJIMYECTBO HO30JIOTMYECKHX (OopM, 4YTO OOYCIOBJIEHO 3a/layaMy CKPUHUHTA,
HAllMOHAIbHBIMA WU SKOHOMUYECKHUMH OCOOCHHOCTAMM KaxAoW crpanbl. Jls
OOJBIIMHCTBA CTPAaH MHUpa KJIIOYEBOM 30HONW MHTEpEca B paMKaxX CKPUHUHTOBBIX
porpamMM SIBJISIIOTCS TsKenble KoMOuHupoBaHHble uMMyHonaeduiutsel (TKUH),
OJIHAaKO, IO MEpPE COBEPLICHCTBOBAHUS TEXHOJOTHHA M MOJAXOJOB K JIEYEHHIO BCE
Oomnbilie  HO30JIOTUYECKMX (OpPM TpU paHHEH JAUArHOCTUKE MOTYT OBIThH
CKOMIIGHCHPOBaHbl ~ MpPH  TOMOINM  TEpanmud  HUMMYHOTJIOOyJIMHAMU |
TPaHCIUIAHTAIIMHU TeMOMO3THUECKUX CTBOJIOBBIX KieTok (TT'CK) [7].

B mocnenneii peiictByromeit knaccudpukanuu (IUIS) ot 2024 rona
npeacraBieno 10 rpymm BpoXACHHBIX omuobok ummynuteta (BOW), 555
Ho3o0sornueckux Gopm u 17 heHokomnui, BbI3BAaHHBIX MyTalUsIMU B 504 paznuyHbIxX
reHax [8].

Cxkpunnar BOM B P® ocCHOBaH Ha KOJMYECTBEHHOM OIPEAECIECHUU
HKCLIM3UOHHBIX KOJIEI] AMHUCOMANIbHOMN Ae30KCupuOoHyKiIenHOBOM kucnoTsl (JJHK),
obpazyromuxcs npu nepectpoiike T-kinetounoro (TREC) u B-kierounoro (KREC)
peuentopos [9].
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Pa3nbie mponsBoauTenN MpeasiaraloT Habopbl PEareHTOB IS ONPEACIICHHUS
uckmountensHo JJHK TREC, nexoTopbie HaOOPHI TO3BOISIOT OJHOBPEMEHHO
konmaectBeHHO onpenensiTh 1 TREC, u KREC, uto siBnseTcst 6osiee onTHMaIbHBIM
BBUJly €IWHOBPEMEHHOW BO3MOXKHOCTH omnpeaeneHus U T- um B-kieToyHbIx
mumponennid. KomndecTBEHHBIN METOJ IO3BOJSET BBISIBIATH 00Jiee MSTKHC
BapuaHTel BOU, yem nonykosinyecTBeHHbIE U KauecTBeHHbIE [10].

Ha nepBom stane ckpunuara BOU B PO dopmupyercs rpynna naiieHToB
BBICOKOTO pucka. OTpe3Hasi ToUKa ONpeelieHa B COOTBETCTBUU ¢ HanmoHanbHbIM
pykoBoAcTBOM “HeoHaTalibHBIN CKpUHUHT 1o peaakiuen akagemuka PAH C.1.
Kynesa [11], Meroauueckumu pexkoMeHaauusMu [l12] u HMHCTpyKIMEH 10
MIPUMEHEHUI0 Ha0opa peareHTOB JJIsl BbIICJICHUS U KOJIMUYECTBEHHOTO OMpeIeTICHUS
JJHK TREC, KREC u Ka4eCTBEHHOTO BBISBJICHUS TOMO3UTOTHOM JICJICIIUHN SK30HA
7 rena SMNI1 meTooM MONMMEPa3HOW LEMHOW pPEaKIMU B PEXUME PEaTbHOTO
BpeMenu «TK-SMA» (TVY 21.20.23-004-17608775-2021). [Ipu camxennn TREC
n/umu KREC nHmxke 100 xonuii/10° eHKOIUMTOB MPOBOJSATCS MOATBEPKAAIOILINE
STalbl  JUArHOCTUKH,  BKIIOYAIOIMIME  HMMMYHO(PEHOTUIIMPOBAHHE  KIIETOK
nepudeprueckoil KpoBU JISI OIEHKH KPYMHBIX MOMYJISIUN JTUM(POIUTOB, a TAKKE
MOJICKYJISIPHO-IIMTOTEHETUYECKUE W  MOJIEKYJISIPHO-TEHETUUECKOE HCCIIEIOBAHUS
JUIS. YCTAHOBJICHUSI TEHETUYECKOW MPUYMHBI BO3MOXKHOTO HUMMYHOJAE(PUIIUTA.
Opnako He3aMemIUTeNbHO auarHoctuka BOU mpoBoAUTCS TONBKO JTOHOIIEHHBIM
HOBOpOXJIeHHbIM. HenoHnomennsle netu B anroputMe PHC  mpoxopst
MOATBEPAKAAIOMINE HSTalbl JAUATHOCTHUKUA TOJBKO IO JOCTHKEHUM wumu 37
MOCTKOHILIENTYJIbHBIX HeNenb. K coXalleHWi0, HEe BCE HEJAOHOIICHHbIE JETU
JTIO’KUBAIOT JIO ATOTO CpoKa. AHaNU3 pepepeHCHBIX IUAMa30HOB MO3BOJIUT OLEHUTh
sabdextuBHOCTS npuMenseMbix 1moaxoaoB B PHC. CormacHo ngaHHBIM paHee
IIPOBEJEHHBIX IMWJIOTHBIX MPOEKTOB, HWKHHE rpaHunbl Hopmbl TREC m KREC
npeBbimaroT 100 kommii/10° sapoconepxkamux kinetok [5,13,14]. Tlomydennsie
pe3yJbTaThl COOTBETCTBOBAIM BEPXHEH I'paHMIIE TPYIIIBI YMEPEHHOTO pUCKa (s
TREC 450 xomuii/10° sapoconepxkamux kietrok u mis KREC 250 konwuii/10°
SAIPOCOJICPIKAILMX KJIETOK), BBIJICICHHOW NPOU3BOJIUTENIEM HabOpa peareHToB,
HCIIOJIb3YEMOr0 B pamKax nporpammsel ckpuHuHra B C3®0. OgHako B CTpyKType
PHC ne npenycMoTpeHo q1o00ciieoBaHne JeTel, MOMaBIIuX B JAHHYIO TPYIIY, TaK
KaK 10 pe3yJibTaTaM HMCCIICIOBAaHUW TAaKUE €T OTHOCATCS K I'PYNIIEe «YCIOBHO
310pOBBIX». ['pynily yMEpPEHHOrO pPHCKa TAaKKE HA3bIBAKOT «CEPOM 30HON» B
CKpUHUHIe. B CpaBHEHHMM C TPYNIOM BBICOKOIO PUCKAa B «CEPOUM 30HE» PHUCK
BbIsIBJICHUS JieTeit ¢ BOW cyliecTBeHHO MEHbIIIe, HO BCE-TaKu OH MPUCYTCTBYET.
Jetn, momaBmme B TPYyNIly YMEPEHHOIO PHUCKA, MOIJIEKAT IJUHAMUYECKOMY
HAOJIOICHUIO BpadyaMy TEANATPaMU M aJUIeProJoraMu-UMMYHOJIOTAMHU 110 MECTY
>kutenbeTBa [10].

[Ipenmonaranoch, 4YTO  TPaHMIBI  TMOPOTOBBIX  3HAYEHUU  OyIyT
CKOPPEKTHUPOBAHBI B MEHBIIIYIO CTOPOHY 10 UTOTaM MEPBOro roga CKpuHuHra [12].
BaxxHolt 3amaveil 11si OueHKM S(PQPEKTUBHOCTH CKPUHHUHIA SBJISETCS aHAIMU3
pedepeHcHBIX nuana3zoHoB. s peanuzarnuu qanHoi 3agaun Ha 6aze CII6 I'BY3
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«Jlnarnoctuueckuii  UEeHTp  (MEIUKO-TEHETUYECKHI)»  MPOBEIEH  pacyer
pedepeHCHBIX AUana30HOB Mo pe3ynbTaTaM uccieqoBanuii 3a 2023 u 2024 rofpwi.

Llenp MaHHOrO MCCIENOBAHMS 3aKIOYAlach B OMNMCAHUU PE3YJIbTaTOB
pPaCIIMPEHHOTO HEOHATAIBHOTO CKPUHHUHTA BPOXKIEHHBIX OMMMOOK UMMYHHUTETA 32
2023-2024 romet B CeBepo-3amagHoM (enepasbHOM OKpYyre, CpaBHUTEIBHOM
aHaNMM3e JTAHHBIX W YCTAHOBJICHWU PEPEpPEHCHBIX WHTEPBAJIOB KOJIUYECTBEHHOTO
coaepxanus [JJHK TREC u KREC B BbIJIeTIEHHBIX TpyIax HOBOPOKJICHHBIX JICTEH.
2 MaTtepuaJjbl 4 MeTO/IbI

[lepBbrit  3Tam  ckpuHuHra mnpoBoawics Ha 0Oaze CII6 TI'BY3
«/lnarHocTrueckuii  1eHTp  (MEIUKO-TEHETHYECKUW)» U  3aKiIodalics B
uccnenoBanun kojguuectBa komuiik TREC wum KREC B o6pasmax JIHK
HOBOPOXKJICHHBIX JI€TeH, pOXKIEHHbIX Ha Tepputopuu 11 cyowsekroB C3DPO B
nepuox ¢ 01.01.2023 no 31.12.2024 ropa. buonoruyeckuM MarepuaioM
MOCTY>KWJIa KaluisipHasi KpoBb, coOpanHas Ha TecT-OnaHku (DBS) PerkinElmer
226 unu ananornynble Whatman Ne903 na 24-48 yacoB KU3HH y JOHOUIEHHBIX U Ha
7 CYTKM y HEJOHOUIEHHBIX HOBOPOXAEHHbIX JAeTed. Brinenenwe [IHK wu
KOJIMYECTBEHHYIO MYJIBTUILICKCHYIO MOJMMEPA3HYIO HEMHYI0 PEAKIUI0 B PEKUME
peanbHoro Bpemenu (IIL[P-PB) mnpoBogwim ¢ mnocTpoeHHEM KaauOpOBOYHOM
kpuBoi cornacHo TpebdoBanusiM ['OCT P MCO 20395— 2023 [15] u cormacHo
WHCTPYKIMHU K Habopy pearentoB. s skcrpakiun JJHK u ammmuduxamuu JJHK
TREC, KREC ucnons3oBasiu Habop peareHToB « TK-SMA», nmpoussoactea OO0
«ABB-Tect», Poccus. JInzuc u skcrpakuus JHK npoBoaunack ¢ mpuMeHEHHEM
CUCTEMBI JIJI1 aBTOMATHYECKOTO BBIACICHUS U OYUCTKH HYKJIEMHOBBIX KHCIIOT W3
ouonornyeckoro matepuana Auto-Pure 96 mia auarnoctuku in vitro (Hangzhou
Allsheng Instruments Co., Ltd. Kurait). Peakuuto ammindukanuy npoBOAWIN MPU
MOMOIIM JieTekTupyronux ammmindukatopo «Topaitm» (OO0 «HIIO JIHK-
Texnomorus», Poccus). O6miee unciao oociaeqoBaHHbIX cocTaBuiao 209 741 nereid.
AJNTOPUTM NPOBEJICHUS CKPUHUHIAa OTOOpaXkeH Ha pUCYHKE 1.

CratucTuyeckuil aHajiv3 MPOBOAWIM B COOTBETCTBHM C PEKOMEHIALIUSIMU
MexayHaponHoi ¢eaepanuu KIMHUYECKOW XUMHUHM U J1a00OpaTOPHON MeETUIIUHBI
(IFCC), tpedoBanusim I'OCT P 53022.3-2008 [16] ¢ momoIiibio akeTa mporpamm
Microsoft Office (Microsoft Excel 2021, Microsoft Word 2021 mis onucanusi) u
Statistica 12.0. Conepsxanne moniekyn TREC u KREC yuutbeiBanoch B 00pasiax
KpOBH [UJI1 BCEX COOTBETCTBYIOIIMX TIpymni. [IpoBepka HOpMalbHOCTH
pacrpeneneHus JaHHbIX TPOBOIMIIACH C UCII0JIb30BAHUEM KPUTEPHUEB:

° KommMoroposa-CMupHOBa 1J11 OLIEHKHU COOTBETCTBHS PacHpeacsieHUs
3HaueHuil TREC nu KREC 3akoHy HOpManbHOTO pacrpeeeHus;

° [Manupo-Yunka gus  rpynm,  Bkmoyawommx — meHee 5000
HOBOPOK/ICHHBIX;

° Annepcona-/apnunra ais rpynn 6osee 5000 HOBOPOKIESHHBIX.

Busyanuzaius gaHHBIX OCYIIECTBIISUIACH C MPUMEHEHHEM THCTOIPaMM JIJist
aHaju3a pacripe/ielieHUs 3Ha4eHUH; KBapTHWJIHLHOTO aHaIu3a JUIsl CpaBHEHUSI TPYIII
10 Macce TeJia U CPOKY reCTallvK; TUarpaMMbl PACCESTHUS JIJIs1 OLICHKH CBSI3U MEXTY
MepEMEHHBIMHU.
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[Toctpoenue pedepencubix matepBaiom s 3HadeHnii TREC u KREC B
pa3HbIX TpyNmnax, OCYLIECTBISJIOCH C HCIOJb30BAHUEM HENapaMETPUUYECKOIO
MEeTOJ1a KBaHTUJIeH (IEPUEHTUWIbHBIA METOT).

3 Pe3yabTaThl

Pasznen 1. O0mas xapakTepucTUKA TaHHbIX.

B nanHoil paboTe mpencTaBiIeHBl pPE3yNbTaThl, IOJYYCHHBIE B XOJ€
nposenenuss PHC sa BOU B C3®0 3a 2023-2024 1.

Bcero 6buto ob6cnenoBano 209 741 HOBOpOXKIEHHBIX naeteil. M3 uyucna
oOcJeJ0BaHHbBIX JIeTel 00111ast rpyIna BeIcOKOro pucka no BOU, nanpasieHHas Ha
MOATBEPKIAIONIYI0 JTUarHoctuky, cocraBmwia 818 (0,39%). Ilo pesynbTaTam
MOATBEPKAAIONIeH JHarHOCTUKW y 22 geredt  (2,7%) ObUIM  BBHISBIICHBI
LATOr€HETUYECKUE U MOJIEKYJISIPHO-TEHETUYECKUE BapUaHThI, aCCOLIMUPOBAHHBIE C
BOM. Ilo pe3ynapTaraMm UMMYyHO(EHOTUIHPOBAHUS TUM(OIIUTOB MepupepruuecKoi
kpoBu (MUDT) y 23 (2,8%) nereil umenuch nmpuzHaku uMmmyHoaeduuura. HMroro
uMMyHoaepuIMT noATBepxkaeH y 45 (5,5%) nerell, OTHECEHHBIX B TPYIIILY
BBICOKOT'O pHUCKa IO pe3ysbratam nepporo srana PHC or Bcex HanpaBlIeHHBIX Ha
MOJATBEPKIAAIOLIYIO JUATHOCTHUKY .

Pesynbratel ckpununara Ha BOU ¢ pacnpenenenuem no cyobekrtam C3DO
IpeICTaBIICHbI B Ta0I. 1

BBuny Toro, uro ckpunuHr BOW mnpoBoauTcs € IpPUMEHEHUEM
koinuectBeHHoro ananu3a JJHK TREC u KREC u panee onucanue pedepeHCHBIX
3HAUEHUN Ha OOJBIIMX BBIOOpKAX JJIsl TaHHOTO MeToda B PD He mpoBOAMIIOCH,
BIIEpPBBIE TIOCIIC HAaYaJla CKPUHUHTA MIPOBEJICH pacueT pedepeHCHBIX HHTEPBAJIOB.

Pa3znen 2. BbI0Op MeTOI0B CTATUCTHYECKOT0 aHAJIN3A.

B mnepByro ouepenb, NpoBeIeHA OLEHKA HOPMAJIBHOCTH paCHpeNesICHUs
MOJIYYEHHBIX 3HAUYEHHUH NJI1 BCEX PE3YyJbTaTOB KOJMWYECTBEHHOTO HCCIEHOBAHUS
TREC m KREC c¢ nomomsto kpurepusa Kommoroposa-CmupnHoBa. CoriiacHo
IPOBEICHHOMY aHaju3y, I[OJy4YEHHbIE JaHHble HE TMOAYUHSIIUCH 3aKOHY
HOpMaJIbHOTO pactpeaenieHus. COOTBETCTBEHHO, NalbHEUIINE CTATUCTUYECKUE
pacyeTbl NPOBOJWINCh C HCHOJB30BAHMEM HEMapaMeTPUUYECKUX METOJIOB
cratuctuku [17,18].

Ha pucysnke 2 npeancraBiaeHbl rucTorpaMmmsl pacnpeaeneHus 3HaseHnii TREC
u KREC mns o61eit rpynmsl 00¢iieIoBaHHBIX HOBOPOXKIACHHBIX. Tak Kak BRIOOpKa
HE MOIUYMHSIETCS 3aKOHY HOPMaJIbHOTO paclpe/ieNIeHUs] JaHHbIX, Ha THCTOrpaMMax
o0oux moOKa3zaTesnedl HaOII0JaIOCh XapaKTepHOE JIEBOCTOPOHHEE CMEIICHHUE
WU3MEPEHU, TPOSIBIISIFOLIEECS, COOTBETCTBEHHO, aCUMMETPUEN JaHHBIX.

[TockosibKy BO3pacT, MOMYJSALHOHHBIE OTJIWYUS, CTENEHb 3pPENIOCTU
MMMYHHOU CHUCTEMbI MOTYT CYLIECTBEHHO BIUATH Ha PE3yJIbTaThl UCCIEAOBAHUM,
OTpeJIeIeHHE MONYJIAIMOHHBIX PePEPEHCHBIX MHTEPBAJIOB COJEPIKAHUSI MOJIEKYI
TREC u KREC B KpoBH HOBOPOKJIEHHBIX JETEU CIEyET MPOBOAUTH C YUETOM ITUX
ocobeHHocrei. Beuny Toro, uro B PHC nonydenue Onomarepualia oCyIiecTBIsSIETCS
Ha 24-48 4acoB XKU3HM IJIs JCTeH, pOXKIACHHBIX Ha cpoke 37 u Oojiee Heaeb
rectalu, a JJid HEeIOHOIIECHHbIX (MeHee 37 Helenb TecTallii) B3SITHE KPOBU
MPOBOAUTCS HA 7 CYTKH KU3HH, pa3JiejeHHE MOTYyUYCHHBIX JAHHBIX Ha TPYMIIBI MO
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CpOKaM T'eCTalliy U/ Wi 0 BECYy HOBOPOXKACHHOTO SIBIIICTCS OCHOBHBIM KPUTEPHEM
Tu1st POPMUPOBAHUS TPYIITT TSI CTATUCTUYECKOTO aHAIHN3a.

CoOTBETCTBEHHO pa3paboTaH MU3aiiH UCCIIEIOBAHUS, C Pa3AeICHHEeM O0Iei
BbI0OpKU. Bee o0cnenyembie Ha BOUW HOBOPOKIEHHBIE pa3/iesieHbl HA TPYIIIbL:

1. 1o cpoky recraumu:

10 28 Heaenb (n=656 HOBOPOK/ICHHBIX );
10 33 vegens (n= 3 240 HOBOPOXKACHHBIX);
33-36 "enenb (n=9 564 HOBOPOXKIEHHBIX);
ot 37 venenu (n= 196 281 HOBOPOKIECHHBIX ).
2. [To Macce Tena npu poKJICHHUU:
e J10 1,5 kr (n= 1995 HOBOPOXK/ICHHBIX ),
e ot 1,5 10 2,5 kxr (n= 10 825 HOBOPOXKACHHBIX);
e 2.5wu6onee kr (n= 196 921 HOBOPOXKICHHBIX).

[IpoBepka HOPMaAIBHOCTH paclpeieieHuss MNpPOBOJAUIIACH IS BCEX
BBIJICJICHHBIX TpyIn ¢ nomoibio KputepueB Konmoroposa-Cmupnosa, Illanupo-
VYuinka u Aunepcona-/lapiura.

CoryiacHO TIPOBEJICHHOMY aHallM3y, HU B OOIlEl KOropTe, HU B OJHOU W3
IPYII, TIOJYYEHHbIE [JIaHHbIE HE MOJUYUHSJIUCH 3aKOHY HOPMAalIbHOTO
pacnpenenenus. COOTBETCTBEHHO, JaJbHEWIINE CTAaTUCTUYECKUE PACUETHI
MPOBOJAMIIMCH C UCITOJIb30BAHUEM HETIAPAMETPUUECKUX METOJOB CTATUCTUKHU.

JIns1 OLEHKM B3aUMOCBSI3U MEXIY CpOKOM rectanuu U ypoBHAMU TREC u
KREC B mnpeaenax Kaxaod U3 BBIICICHHBIX T€CTAlMOHHBIX TPyHI ObLI
MCIIOJIB30BaH KO3 PUIIMEHT paHroBoi koppensauuu CrnupmeHna (p).

Pasznes 3. Ananu3 TREC u KREC B 3aBUCHMOCTH OT CPOKA recTaluu.

Ha pucyHnke 3 ipeacraBieHo pacnpeaeaeHNe MOMTyYEHHbBIX B X0J1€ CKPUHUHTA
pesynbratoB TREC u KREC B 3aBucumocTu ot cpoka recranuu. HauOosbiine
sHauennst it TREC u mus KREC naOmromanocs 41 JOHOIIEHHBIX
HOBOPOXJICHHBIX. Ha rucrorpamme Takke BHUIHO IIOCTEIICHHOE YBEIUYCHUE
3HaueHudd TREC c¢ yBennueHnem cpoka recTaluH, 4YTO MOATBEPKIAAIOCH IpHU
UCIIOJIb30BAaHUU  METOJIa pPaHroBoil  koppemsnuu. Haubonee BoIpakeHHas
KOppeJsiust MexXay cpokom rectammu u konumdectBoM TREC nabmiomaercs y
IPYIIBl 3KCTPEMAIBHO HEIOHOIIEHHBIX HOBOPOXAEHHBIX, TO €CTh Yy JETEH,
ponuBmuxcs 10 28 "emenu rectaruu. (TREC: p = 0,373; p <0,001). ITo mepe
YBEIUYECHHSI CpOKa TrecTanuu, KOI(P(GUIMEHT KOPPENSlud CHIDKAJICA, a Y
HOBOPOXKJICHHBIX W3 TPYMNIbl JOHOHIEHHbIX (OT 37 Hemenu) NPaKTUUECKU
orcyrctBoBan (TREC: p = —0,0004, p = 0,87), To ecThb CBSI3b MEXIY CPOKOM
rectaiiui 1 ypoBHeM TREC ymenbmmiiace. B cBoro ouepens miss KREC nannas
3aBUCHUMOCTh HE TaK SIPKO BbIpakeHa. J[Jisi SKCTpeMalibHO HEJIOHOIICHHBIX JIETEH: p
= 0,106, p = 0,006, a qy1s1 geTel, poKICHHBIX Ha O0Jee MO3IHUX CPOKaX TecTallu,
MoJlyuyeHa KpaitHe ciabas Koppensdnus. YUWThIBas pachpeicsiecHUue JTaHHBIX,
MPECTaBICHHBIX HA THUCTOTpaMMe, OIleHKa pe(epeHCHBIX JHANa30HOB JIOHKHA
MPOBOAUTHCSA JIJISL KQXKAO0W M3 FeCTallMOHHBIX TPYIII, MOCKOJIBKY JJI SKCTPEMAIILHO
HEJIOHOIIEHHBIX JeTel noka3arenu TREC 3HaunTenbHO HUXKE.
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Pesynbprar kBaptunsHoro ananusa yposHe TREC u KREC B 3aBucumoctu
OT CpOKa recraluu Bu3yain3upoBaH Ha pucyHke 4 (PucyHok 4). Menuansl,
JIEMOHCTPUPYIOIME CpeAMHHOE 3HaueHue MaccuBa AaHHbIX TREC, 3HauuTenbHO
npeBblaoT yctaHoBieHHble B PHC mnoporoeie 3HadeHus. [[ns skcTpeMalibHO
HEJIOHOIIIEHHBIX JeTel MenuaHa coctaBuia 348,5 kommit/10° sapocoaepskammx
KJICTOK, JUIS IeTeH, POXKIACHHBIX HA CpoKe 28 HeeNb recTaiuyd U 0ojiee MenraHa
TREC mnpesimaer 1105 xomumii/10° sapocoaepkamux KiIeTOK. 3HaueHus 2,5
nepuentwiedn TREC mpesbimaror 200 komnuit/10° sapocoaepkamiux KiICTOK s
BCEX TPYyIIl HOBOPOXKICHHBIX 3a MCKIIYEHUEM TPYIIbl 3KCTPEMAIBHO
HEJIOHONICHHBIX JETeH, IJe HIKHUN Mopor coctaBui Bcero 27 xkomuid/10°
AIPOCOJIEPIKAILINX KIIETOK.

B cootBeTcTBHHU € MUuTEepaTypHBIMU AaHHBIMU, ypoBHU KREC He 3aBUCAT OT
TECTAIlMOHHOTO  BO3pacTa ®  OTHOCHTEIHHO CTaOWIbHBL. B pe3ynbrare
MPOBEICHHOIO aHAJIN3a, MEIUAHHBIE 3HAYCHUS TAKXKE OCTAKOTCS BBICOKUMU JIJIA
BCEX MPOAHAIM3UPOBAHHBIX Trpymi. OJHAKO, OLEHWBAs HIXKHIOK T'PaHUILY
KBapTWJIBHOTO  Kopujaopa (2,5 mepueHTwib), B TPYyIIe 3KCTPEMAJIBHO
HEJIOHOIIICHHBIX JIETEH MOJYYEHHOE 3HAYCHUE HAXOJWUTCS HAa YPOBHE OTPE3HOU
touku (cut-off), ycranosnennoi B PHC.

OOGuue nanHbie pacyeToB, Xxapakrepusyroniux nokazareau TREC u KREC B
3aBUCUMOCTH OT CpOKa recTalliu, IpeIcTaBlIeHbI B TabauIe 2.

Paznen 4. Anaim3 TREC u KREC B 3aBHCHMOCTH OT MAacChl Tesa
HOBOPOXKIACHHOTO.

JIns BU3yanu3aluy [aHHBIX NPHUBEAEHBI TUCTOIPAMMBI pacHpeieieHus
sHaueHuit TREC u KREC B 3aBUCHMOCTH OT Beca HOBOPOXKIeHHBIX (PucyHok 5).
HaubGonpmue 3uaueHusst pesyiabTaroB Kak a1 TREC, tak uw jgms KREC
HaOJII0/IAF0TCS B TPYMIE JOHOLIEHHBIX HOBOPOXKIEHHBIX, ¢ BecoMm 3500-4000 r. Ha
TUCTOrpaMME TIPEJICTABICHA CXOXKasl TCHACHUHUS K PACHPENACICHUIO MOKa3aTeleu
TREC u KREC, ananorn4sas ¢ pacrpeaeacHueM JaHHbBIX, B 3aBUCHMOCTH OT CPOKa
reCTaIUU.

Taxxe npoBenieHa onieHKa konnyecTBeHHbIX noka3areneil TREC u KREC B
rpynmnax HOBOPOXKJICHHBIX, PA3JCICHHBIX MO Macce Tena. Pe3ynpraT KBapTHIBHOTO
aHanu3a TpejacTaBiieH Ha pucyHke 6 (PucyHok 6). BBumy Hepenpe3eHTaTUBHOU
BBIOOPKHM HOBOPOXKJACHHBIX C DKCTPEMalibHO HU3KOW Maccoit tena (menee 1000 r),
JlaHHAsI Tpymna JeTel BKIoUeHa B kareroputo 10 1500 r.

YMepeHHas TOJOXKUTEIbHAS KOppEesMsS MEXIAYy Maccod Tela |
nokazarensmu TREC naGmromanack y nereit ¢ 9KCTpeMalbHO HU3KOW Maccou Tea
(<1500 r) (TREC: p = 0,469, p <0,001). [ns nereri ¢ maccoit tena 6omee 1500 ©
KOppeJsius OTCYTCTBOBaJIa WM ObUIa KpaiiHe ciabas, TO €CThb OTCYTCTBOBaja
3aBucUMOCTh 3HaueHu TREC 0T Maccel Tesna HOBOPOKIEHHOTO B TPYNIIE IETEH C
DKCTpeMalIbHO HU3KOM Maccoil Tena. Mennansl TREC cocraBnsum: B rpyIie aeren
c Maccoi Tema npu poxaeHun a0 1500 r — 786 xomuii/10° sapocoaepkammx
KJIIETOK, B TO BpeMsl Kak y JeTell ¢ Ooibllned Maccod Tejaa MeauaHbl ObLUIN
CONoCTaBUMBI ¥ cocTaBiisii 1287 u 1115 xonuii/10° ssapocoaepkaimmx KJIeToK. ITU
JIAaHHBIE TOATBEPKIAIOT, YTO Y JAETEW U3 IPYIIbl SKCTPEMAIBHO HEIOHOIIEHHBIX
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HabmogatoTcss 6osnee Huszkue 3HaueHuss TREC. Huwxkuss rpanuna KBapTHIBHOTO
Kopuaopa (2,5 mepueHtmwib) coctaBmwia 45 xomnwmit/10° sapocoaepxaiux KIETOK.
OTH pe3ynbTaThl COraacyroTes ¢ aHanu3oM koiaudectBa TREC B 3aBHCMMOCTH OT
CPOKa recTaluu, MOCKOJIbKY TPYyIINa AETEN C SKCTPEMAJIbHO HU3KOM MacCO TeJla He
BBIJICTIEHA OTIENBHO. B rpymme nerer ¢ maccon tena npu poxaenun 1500-2500 r
HWKHSIS TpaHuIa coctaBuia 287 xomnwit/10° ssapocoaepkaux KIETOK, a B TPyIIe
¢ maccoit tena 2500 r u 6onee — 316 konuii/10° sapocoaepkamux KJIETOK. ITH
JTAaHHBIE TIOJTBEPKIAI0T, YTO C YBEITMUCHUEM MAcCChl TeJla HabJto1aeTcs TeHISHIUS
k noBbieHuto 3HaueHuil TREC. Koppemsiiuss KREC ¢ maccoli Tena B rpynmne aeren
no 1500 r ¢ koapdummentom p = 0,129 u p <0,001 cuuramace ciaaboil, HO
CTATUCTUYECKHU 3HAYMMOM, TO ECTh JOCTOBEPHO OTCYTCTBOBAJA. ¥ HOBOPOKIEHHBIX
¢ maccoil tena Beimie 1500 r creneHp KOPPEALMH CHHKAIACh U MPAKTUYECKHU
ucuesana. OgHako, aHanu3 Menuad, noiaydeHHbix 1o KREC Bo Bcex BbIIEIEHHBIX
rpynmnax I0 Macce Tejla HOBOPOKICHHOIO, HE II0Ka3blBAJIA CTATHCTUYECKH
3HAYMMBIX PA3JIMYUN MEKIY MACCOM TeJla HOBOPOKICHHOTO U KOJIMYECTBOM KOIHM
KREC u Bapsupyer B npenenax 1073-1192 kommii/10° ssgpocoaepkaumx KIETOK.
[Ipu oneHKe HM>KHEW IpaHULbl KBapTWIBHOTO KOopuaopa (2,5 HmepLeHTUsb) ObLIO
YCTaHOBIIEHO, 4YTO HmkHHE moporoBeie 3HaueHUs KREC mpeswimaror cut-off,
ycranoBiieHHbI B PHC, Bo Bcex rpynmax. B yacTHOCTH, B rpynie IeTen ¢ Maccou
tena meHee 1500 r HuKHee MoporoBoe 3HaUeHue (2,5 mepleHTuib) cocTaBmio 169
koruii/10° smpocoaepkamux KIETOK, HECMOTpPsl Ha OTrPAaHUYEHHYIO BBIOOPKY,
KOTOpas He ObliIa pa3jiesieHa Ha 0oJiee y3KUe MOTPYIIIIbI.

OO6mue nanHbie pacueroB, xapakTepusyronire nokaszareau TREC u KREC B
3aBUCUMOCTH OT MAacChl Tejla HOBOPOXKJIEHHOTO, MPEJICTaBIECHbl B Tadiuie 3
(Tabmuma 3).

Y HOBOpOXIEHHBIX ¢ Maccol Tena Bbimie 1500 r HaOIIOIAIOCh CHUKEHUE
CTEIIEHU KOPpPEISIUU MEXAY Maccoil tena u nokaszareinssmu TREC, uto mMoxer
yKa3bIBaTh HA OTHOCUTEJIbHYIO CTAa0MIM3aLMIO 3TUX MOKa3aTeaell Npyu JOCTUKEHUN
JAHHOTO MOPOrOBOr0 ypOBHs Macchl Tena. Hanuuue cinaboil Koppensauuu Mexmy
Maccoit tena u ypoHeM KREC B rpymnne gereit ¢ maccoi tena 1500 r, a taxxke
KpaiiHe cJ1a0od  KOppessiiiuu B Tpymnmax ¢ OOJbIIMM  BECOM, MOXKET
CBUJIETEJILCTBOBATh O TOM, YTO Ha IoiydeHHble ypoBeHb KREC MoxkeTr BIHATH
Majasi BBIOOpKa U OTCYTCTBHUE 0oJiee IeTaJbHOTO pachpeiesieHus BHYTPU TPYIIIHI,
KOTOPBIE MOTYT OTPaHUYMBATh JOCTOBEPHOCTh 3TOr0 BHIBOJA.

Pesynbrartel  crathcTHueckoro aHanm3za  pedepeHCHBIX ~ HWHTEPBaJIOB
MIPOAEMOHCTPUPOBAJIM, UYTO JAETU C SKCTPEMAJIBHO C HU3KOM MAaccod Tena Hu
poxeHHbIe 0 28 Henenb uMenu ypoBeHb TREC 3HauMTENbHO HUKE TOPOTOBOTO
3HaueHus, yctaHosieHHoro B PHC (< 100 xonwmit/10° sapocomepkammx KIETOK).
Opnako, maHHas Tpynna AeTell kpaliHe (PU3UMOJIOTMYECKH HEOJHOPOJIHA U JUIs
MOJIyYeHUS] KOPPEKTHBIX TAHHBIX JIOJKHA MOAJIEkKATh 0oJiee TTyO00KOMY aHaJIM3y.

Jngs KREC momoOHO# 3aBUCHMMOCTH HE HAOJIOAAIOCh, YTO ITO3BOJIMIIO
cienatb  BbIBOJA O  HEOOXOAMMOCTH  HE3aMEIJIUTENbHOTO  MPOBEACHMS
MOATBEPKAAIOIINX ITANOB JUATHOCTUKU Yy JETEW M3 TPYIIIbl BEICOKOTO PUCKA MO
KREC, He 1oxu1asch NOCTKOHIIENTYaIbHOTO BO3pacTa 37 HEJEb.
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2,5 mNepueHTWIb, XapaKTepU3YIOIIMKA HIWKHIOK TIpaHulny 95%-Horo
pedepeHCcHOro MHTEpBaja, BO BCEX aHAIM3HPYEMbBIX TPYIINaxX, 3a HUCKIIOYEHHEM
HEJIOHOIIIEHHBIX HOBOPOXKJIEHHBIX C JKCTPEMAJIbHO HU3KOM Maccou Tela,
CYLIECTBEHHO IMpeBbIIall ycTaHoBJIeHHbII B PHC moporoBelii  ypoBeHb.
CrnenoBaTellbHO, MOYXXHO TOBOPUTH O TOM, YTO B IPYIIE€ YMEPEHHOI'O PHCKa HIIU
“cepoil 30He”, BBIJICJICHHON B MHCTPYKIMU K HAOOPY peareHToB, CYLIECTBYET PUCK
BbIsIBJIEHUS AeTel ¢ BOU, XOTs OH CyIIECTBEHHO MEHBIIIE, YEM B IPYIIE BHICOKOTO
pHUCKa.

Pa3nen 5. AHaIM3 rpynnbl yMEPEeHHOT0 PHCKA.

YuuThiBas MOJIy4eHHbIE PE3YJIbTaThl, ObUIO MPHUHITO PEIICHUE MPOBECTH
aHaJIM3 TPYNIbl YMEPEHHOTO PUCKA, TTOJIy4eHHOU B Xojie mpoBenenus PHC. O6mas
JI0JIS IETE, MOMAaBIIKX B “‘Cepyro 30HY”, MO OMKUCAHHOMY B HHCTPYKIIMHU K HAOOPY
pearearoB mHTepBany 3HaueHWd (TREC 101-450 womwmit/10° sapocomepxkamimx
kietok; KREC 101-250 konmit/10° sigpocoaepkanmx KJIeTok) coctaBmia 9% ot
oO11ero yrcaa 00clieTOBaHHBIX HOBOPOXKJIEHHBIX AeTel. B cBOIO ouepenb, rpynna
YMEPEHHOTO pUCKA pacupeaenunach Tak: 75% COCTaBWIM AETH MO Pe3yJibTaTaM
uccienoBanus, y kotopbix TREC 101-450 xonwmit/10° sigpocoaepx anmx KIETOK,
21% netu c¢ pesynpratamu KREC B jgmamazone 101-250 xomwmit/10°
AIPOCOMEPKAIINX KIETOK U 4% - AETH, Y KOTOPBIX IO pe3yJibTaTaM CKPUHUHIA U
TREC, u KREC naxoaunuch B “cepoii 30He”.

Pesynbratel npeacTaBieHbl Ha KpyroBoi auarpamme (Pucynok 7).

Ha npexncrasnennoil quarpamme — pucyHok 8 (Pucynok 8), mimoctpupyercs
IIPOLICHTHOE COOTHOIIECHHUE JNETEN U3 TPYNIbl YMEPEHHOIO PUCKA IO MOKA3ATENISIM
TREC u KREC otHOocuTENbHO CyObEKTa, B KOTOPOM POIWINUCH JIeTU. Pe3kux
KOJIeO0aHUN MO KOJMYECTBY IOJIyYEHHBIX DPE3YyJbTAaTOB W3 TPYIIBl YMEPEHHOTO
pucka no TREC, KREC wm TREC u KREC BMmecTe, HE oTMeEUanoch, U3 4ero
MOKHO CZEJIaTh BBIBOJ O TOM, YTO CPEIM HOBOPOXKICHHBIX JI€TE€H B MOIYJISLUU
C3®0, He3aBUCHMO OT CyObeKTa, 0K0JI0 9% AeTell UMMYyHOKOMITPOMETUPOBAHBI
NpU POXJICHUM U TpeOyroT Oojiee MPUCTAIBLHOIO HAOJNIOACHUS CO CTOPOHBI
NeJUaTPOB U aJIEProJOroB-MMMYHOJIOIOB IO MECTY KHUTEJIbCTBA, IOCIIE€ BBIMUCKU
U3 POOUIBHOTO I0OMA.

BaxxHO OTMETHUTH, YTO MO MOJYYEHHBIM B XOJAE CTATUCTUYECKOIO aHaIn3a
pedepeHCHBIM HHTEpBaJIaM I BCEX TPYII, KPOME IKCTPEMAIIbHO HEJOHOIIEHHBIX
W/Unu  MajoBecHbIX nerel, cpeaHee 3HaueHue TREC cootBercroBano 300
xkonusm/10° simpocoaepKalux KIETOK, YTO HUXKE YCTaHOBJIIEHHOTO MHCTPYKIMEH K
HaOOpy peareHTOB Mopora AJisi TPYNIbl YMEPEHHOro pucka. [lonydueHHas HUKHSIS
rpaHulla HOPMAJbHBIX 3HAYEHUH TIPU OLIEHKE pEePEpeHCHBbIX IMAaNa30HOB
CBUJETEIBCTBYET O TOM, YTO HEOOXOAMMO CY3UTh IPYIIy YMEPEHHOI'O PUCKa CO
101-450, na 101-300 xommit/10° sapoconepxkamux kietok 1 TREC. s KREC
NOJIyYeHHBIE B XOJI€ NMPOBEACHUS aHAIN3a JaHHbIE TAKXKE MO3BOJISIOT pacCUUTATh
MOPOTOBbIE 3HAYEHUS JIs TPyHNbl YMEpeHHOro pucka. CpeaHee 3HAUYEHUE AJiA
KREC Bo Bcex rpynnax coctaBmio 230 konuit/10° sapocoaepkammx KJIeToK, 4To
OJIM3KO K yKa3aHHBIM Juana3oHaM B MHCTPYKUMU K Habopy pearentoB (101-250
koruit/10° ssapocoaepkanux KiIeTok).
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4 BpIBOIBI

1. B rpynny Beicokoro pucka o BOU nonasno 818 HoBopoxaeHHsbIX (0,39%)
n3 209 741 obcnenoBannbix Ha 0Oaze CII6 I'BY3 «J/luarHoctudeckuit
1neHTp (Meauko-renetnueckuid)» B pamkax PHC 3a 2023-2024 rospl.

2. B pesynbpTare TMPOBEACHHOTO aHaNIM3a BBISIBICHA CTATUCTUYECKH
3HauYMMas B3auMoOCBA3b Mexay ypoBHemM TREC, wmaccoii Tena
HOBOPOJKJIEHHOT0, & TAKYKE CPOKOM recTalud. B rpyIine HeJOHOEHHBIX
JIETe C SKCTpEeMaJbHO HHU3KOM Maccod Tena mesbine 1500 r mpu
POXKJIECHUU PACUYETHBIE MOPOTOBBIE 3HAYEHHUSI HUXKE, YCTAHOBIICHHBIX B
PHC. VYuwuthiBas, 4TO rpylna 3KCTPEMAIbHO HEIOHOIIECHHBIX JETEH
3HAYUTEITLHO MEHBIIE OCTAIbHBIX, HEOOXOJIMMO MPOBECTH ACTAIbHBIN
aHanu3 [0 HEAENsM TecTallud M Macce Tela IMOCIEe MNOJMy4YeHUs
JOTIOJIHUTENBHBIX PE3yNbTaToOB CkpuHuHTa B PD. D10 mo3Bomut Gomee
TOYHO OLIEHUTh pe(epeHCHbIE HHTEPBANIBI B JAHHOW IPYIIIIE.

3. s nerelt, poKIEHHBIX Ha cpoke 28 Helenp U 0oliee, ¢ Maccoii Tena 6osee
1500 r, 3HaueHus 2,5 NepreHTUIS 3HAYUTEIBHO BBIIIE YCTAHOBICHHOTO B
PHC noporosoro ypoBHs M Haxoauiauch B auanazone ot 215,8 mo 380
konuid/10°  sapocopepxammx — KieTok. llomydeHHble  pe3ysbTaThl
CBUJETEIBCTBYIOT O BO3MOKHOCTH BbIABJIEHHUS neTer ¢ BOU B nnanaszone
or 100 mo 380 xomuit/10° sagpocoaepxamux kiaeTok. I[loBblieHue
NOPOrOBbIX 3HAYeHUW B anroputMme ckpuHuHra BOW mnpuBenmer
yBennuennto s dextuBHocty PHC, HO yBenmuyuT rpymnimy BBICOKOTO
pucka Ha 9%.

4. JIns monekyn KREC pedepeHcHbie HMHTEpBaJIbI JIEMOHCTPUPYIOT, YTO
JIETU C DKCTPEMAIbHO HU3KOW Maccoi Tena W pOoXKAECHHBIE 10 28 HENelb
nMmeroT ypoeeHb KREC BeIlie MOpOroBoro 3Ha4eHusi, yCTAaHOBJIEHHOTO B
PHC (< 100 xonuii/10° ssgpocoaepxkanux kietok). Mexonast u3 atoro, Bce
netu co 3HauyeHuaMu KREC < 100 xonuii/10° ssapoconepkaiimux KiIeTok
JOJDKHBl ~ HE3aMEIJIMTENbHO  MPOWTH  MOATBEP)KIAIOIIME  ATallbl
OUarHocTuku. PaccuMTaHHble B paMKax JaHHOTO —HCCIEAOBaHUS
pedepeHcHbIE MHTEPBAJIBI COMOCTABUMBI CO 3HAUCHHUSIMU JJII TPYIIIBI
YMEPEHHOT0 PUCKa, ONPENEIEHHBIMU HHCTPYKIMEN K HA0Opy peareHToB,
ucnosibdyembix 115 poBeAeHuss PHC BOU B C3®0. Takum o6pazom,
netn ¢ komuuectBoMm komui JIHK TREC B wuwnaTepBame 101-300/103
SIAPOCOAEPKAIIUX  KIIETOK n xomui JIHK KREC 101-230/10°
SAIPOCOJICPIKAIINX KIIETOK, MoiaydeHHbIMU B pamkax PHC, oTHocsTca k
rpyIme ymMmepeHHoro pucka no BON.

5 O0cyxaeHue

3a mepBble 2 rojia pean3aii MacCOBOr0 00CIeI0BaHUsI HOBOPOXKICHHBIX Ha
BOH, PHC 3apexomeHmoBail ce0si Kak TEpPCIEKTUBHBIM METOJl BBISBICHUS
HOBOPOXKJICHHBIX HE TOJBKO C TSKEIOW KOMOMHUPOBAHHOM HMMYHHOMN
HEJOCTATOYHOCTBbIO WJIM  araMMmaryioOyJuHEeMueW N0 Pa3BUTHUS  TSKEJBIX
MH(EKIIMOHHBIX OCJIOKHEHHH, HO U JieTel ¢ Oonee msrkumu opmamu BOU.
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[Tonumanue  peepeHCHBIX  WHTEPBAJIOB  MO3BOJSET  OICHUBATH
OWonornyYecKrue Bapuallii U YCTaHABIIMBATh aJCKBAaTHBIC IUAMAa30HbI MOKAa3aTeeH
JUTSL TalTbHEHTIIETO KITMHUYECKOTO UCTIOJIB30BAHUSA. JTO, B CBOIO OYEPE/b, TOMOTAET
Bpadyam 0oJiee TOYHO HHTEPIPETUPOBATH PE3yJIbTaThl UCCIICIOBAHUA 1 TPUHUMATh
000CHOBaHHBIC PEIICHUS O TUATHOCTUYECKUX U JICUCOHBIX TAKTHKAX.

Pedepencubie uHTEepBanmbl TpeOyIOT AambHEHIIEro mepecMoTpa U Ooiee
YIIIyOJIEHHOTO IMOIX0/1a, B 3aBUCUMOCTH OT UCXO/HBIX IMOKA3aTeJIeH CPOKa reCcTaliu
W Beca HOBOpOXXJIeHHoro, HampaBieHHoro Ha PHC. Opnako yxe ceitdac, 1o
MPOIIECTBUU JIBYX JIET, MOXXHO TOBOPHUTH O TOM, YTO, COIJIACHO IOJyYE€HHBIM
JTAHHBIM, HEO0XO0JIUMO ONTHMH3UPOBATh AJITOPUTM CKPUHHMHTA U HE3aMEJIUTEIILHO
nojJBepraTh dTaram MoATBEPKAAIONICH TUArHOCTUKU JIETEeH, pPOXKISHHBIX mocie 33
HeJIeJIU TecTaluy u/uim ¢ Becom 6osee 1500 rpamm.

[TomyueHHbIe B X0/1€ Hcceq0oBaHMs pedepeHCHBIC MHTEPBAIBI CITOCOOCTBYIOT
0oJiee TOYHOM MHTEPIPETAIMH PE3YIHTATOB, & TAKKE MPUHITHIO CBOCBPEMEHHBIX U
000CHOBaHHBIX JUATHOCTUYCCKUX M TEPACBTUUYCCKUX PEIICHUH.

[ToMUMO HOBOPOXKICHHBIX, IIOMABIIUX B TPYIITy BBICOKOTO pPHCKA, H
HaIpaBJICHHBIX HA MOATBEPKIAIONIYIO THATHOCTUKY, HE MEHBIIIC BHUMAHUS CTOUT
YACIUTH TPYIIe YMEPEHHOTO PHUCKA, KOTOpas BBIACISACTCS B MHCTPYKIIMU Habopa
peareHToB, ucnoib3zyemoro s nposeacHus PHC B C3®O0. Jletu, nmonasmue B
rpyniny yMEepeHHOTO pUcCKa, TJe, MO JaHHBIM MHOTHX aBTOPOB, a TAKXKE COTJIACHO
MOJIyYCHHBIM B XOJ€ JAaHHOTO HCCIeAoBaHUS pedepeHCHBIM 3HAYCHUSIM, MOTYT
obiTe getn ¢ BOW, TpeOyroT Oosiee MPUCTAIBHOTO BHUMAHUS CO CTOPOHBI
e UaTPUIECKON CITY>KOBI.
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Tabauua 1. Pesynerarsl PHC BOU B C3®0 3a 2023-2024 rofsi.
Table 1. Results of Expanded Neonatal Screening for Inborn Errors of Immunity
(IE1) in the Northwestern Federal District (NWFD) for 2023-2024.

BrnisiBiien
HbIEC
rogsfcyn BrigBJIeHHBIE
P cJay4yau c
IréeHeTnu4de
CKHe/I[I/IT IIpI/I3HaKaMI/I
OreHeTIY UMMYHoaeduuTa
KoJunue no UOT 0e3
€CKHue o
CTBO Bapl/IaHT yCTaHOBJIeHHOI/I
oocaeno | I'pynma BbICOKOIrO o MOJIEKYJISIPHO-
BaHHBIX | pucka mo BOU /| reHeTU4eCKOi/IuT
. . acCcoumup o
nosopo | High-risk  group OBAHHLIE OreHeTHYeCKOM
Cyobekt C3®P0O | :kaenns: | for IEI c BOM / npuunnbl/  IFT-
Region of the|x/ |dentified |_003|t|ve N
NWEFED Number molecula immunodeficiency
of r cases without
examine genetic/cy confnjmed _
d togenetic genetic/cytogenetic
ngbor variants cause
associate
dwith IEI
B % oT
B a0C. [KOJIUYEeCTB
B a0c.
qucjaa @a B a0c. yncjax
X HOBODOI qucJax
CHHbIX
Pecnyoamica 8239 34 0,41 0 1
Kapeaus
Pecnyoamia 12201 | 46 0,37 1 2
Komu
APXaHTILCKAS | 14019 | 49 0,34 0 0
00J1aCTh
Heneuxkuit
ABTOHOMHBIN 853 4 0,46 0 0
OKpyr
Boxoroncias 16974 | 65 0,38 1 4
00J1acTh
Kaaunuurpancka | 4 1q,5 | 57 0,38 2 0
f1 00J1aCTH
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Jlenunrpaackas 17907 84 0.46 3 1
00.1aCTh
Mypmanckas 10427 | 32 0,30 0 1
00J1aCTh
Hosroponckast | 75,7 | 49 0,55 0 0
00J1aCThH
Iekopekast 7805 |21 0,26 0 0
00J1aCThH
r. Cankt-| 99533 | 369 0,37 15 14
IeTepOypr
Bcero: 209741 818 0,39 22 23
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Tab6uauuna 2. Pedepencunie nntepBaibl konmdectBa Mosiekysl TREC u KREC B rpynmnax mo cpoky recraiuu.
Table 2. Reference intervals of TREC and KREC counts across gestational age groups.
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TREC KREC
Jlo 28 28-33 33-36 Ot 37| do 58 98-33 33-36 Or 37
nexens Up HeIenu HEICIb HeIeIb Henens Up Hemermn 28- HeelIb HEIeIb
28-33 33-36 From 37|to 28 33-36 From 37
to 28 weeks 33 weeks
weeks weeks weeks weeks weeks weeks
Meaunana Median 348,5 1173,6 1657,5 1105 972 1292 1603,8 1083
Hwuxnsst rpaHula
(2,5- mMepueHTHJIb)
Lower bound (2.5th 27,2 215,8 380 314 119 250,5 322,7 2559
percentile)
Bepxuss rpaHuIa
(97,5-it mepueHTHJIB)
Upper bound (97.5th 2343,5 4096 4687 3479,8 4098.5 4675 5260,4 3620
percentile)
Cpennee Mean 553,7 1411,8 1812,8 1306,8 1230,2 1590,4 1900,3 1296,7
Haumenbliee
3Hayenue Minimum |5 7 13 0,9 18 15 1 1
value
Hauboabuiee
sHayenue Maximum | 4876 7284 8153 7931 6603 7796 8032 7984
value




Cl195% nis MmeauaHbI
95% Confidence
Interval (CIl) for the
median

287,71,
409,2

1129,9;
1217,3
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1540;
1585

1100,4;
1109,6

874,5;
1069,5

1242.3;
1341,7

1572,6;
1635

1078,2;
1087,9

Huxuss rpaHuna
(99%) pedepeHcHbIH
HHTEPBAJ Lower
bound (99%0)
reference interval

13,6

121,4

255,8

237

69,4

161,6

228

185

Hwuxuss
(99,9%)
pedepeHcHbI
HHTEPBAJ Lower
bound (99.9%)
reference interval

rpaHuna

6,3

20

55,6

115

41,7

77,2

62,6

52

Ko duumenr
PaHIroBoi
KOppeasinuu
Cnupmena
Spearman’s rank
correlation coefficient

p=0,373,p
< 0,001

p = 0,256,
p < 0,001

p = 0,086,
p < 0,001

~0,0004, p
= 0,87

p = 0,106,
p = 0,006

p=0,059, p
< 0,001

p = 0,100,
p < 0,001

p =—0,069,
p <0,001
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Table 3. Reference intervals of TREC and KREC counts across birth weight groups.

TREC KREC

mo 1,5 xr 1,5-2,5 xr oT 2,5 KT mo 1,5 xr 1,5-2,5 kr oT 2,5 KT
Menuana Median 788 1288 1115 1073 1192 1099
Hwxnsis rpanuna (2,5-
ii mepuenTmian) Lower |45 287 316 169 235 260
bound (2.5th percentile)
BepxHsist rPaHMIa
(97,5-if  mepueHTHJIDb)
Upper bound (97.5th 3495 4201 3528 4034 4543 3720
percentile)
Cpennee Mean 1012 1537 1322 1338 1483 1321
Hz_m_MeHLmee 3HAYeHH e 5 3.73 0.9 18 1 1
Minimum value
HaubGoabmee 3nauenme | ¢/ 7880 8050 7669,173 7822 8031
Maximum value
Cl95% pgas MeauaHBI
95% Confidence 737 29: 83871 1264,04; 1110,35; 1016,85; 1166,37; 1094,03;
Interval (CI) for the e ’ 1311,96 1119,65 1129,15 1218,34 1103,97
median
Huxusas rpaHuna
(99%) pedepencHsbrii
uaTepBai Lower bound | 27 201 239,45 104,9 164 188
(99%0) reference
interval




Huxusas rpaHuua
(99,9%) pedepeHncHbIii
unrepsBaj Lower bound
(99.9%) reference
interval
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33

119

53,9

43,81

53

Kos¢ppunment
PAaHIOBON KOppeJasuun
Cnupmena 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=-0013,p=
0,16

p=0032,p <
0,001
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PUCYHKU

Pucynok 1. Anroputm ckpuauara BOU 8 C300.
Figure 1. Algorithm for SCID screening in the Northwestern Federal District
(NWFD).
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Pucynoxk 2. ['ucrorpamma pacnpenenenus 3nadeHuit TREC, KREC cpenu oOmieit
rpymmbl o0cneaoBaHHbix 3a 2023-2024 roxn. Ock X: 3nauenus TREC, KREC
(xommit/10° ssmpocoaepskamux kiaeTok). Ock Y MIOTHOCTh pacipeiesieHusl.

Figure 2. Histogram of TREC and KREC value distribution among the overall
examined group for 2023-2024. X-axis: TREC and KREC values (copies per 10°
cells). Y-axis: Density of result distribution.
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Pucynok 3. Pacnpenenenue 3Hauennii TREC u KREC B 3aBHcHMOCTH OT Cpoka
recTaluu.
Figure 3. TREC and KREC distribution by gestational age.
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KREC Distribution by Gestational Age
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Pucynok 4. Pactipenenenue 3nauenuiit TREC u KREC B rpynnax pa3Horo cpoka
recranuu. [loporosoe 3nauenne — 100 xommii / (10°) sapocomepkanmx KiIeTOK

(oTMeUYeHO KpacHOM JTMHHUEH).

Figure 4. Distribution of TREC and KREC values across different gestational age
groups. Threshold value — 100 copies / (10°) nucleated cells (indicated by a red

line).
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Pucynok 5. Pacripenenenne 3nauennii TREC u KREC B 3aBucuMocTu ot mMacchbl
T€Ja HOBOPOKIEHHBIX.
Figure 5. Distribution of TREC and KREC values by newborn body weight.
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Pucynok 6. Pacnpenenenue 3nauenuii TREC u KREC B rpynmax pa3Horo Beca
HOBOpOXkIeHHBIX. [loporoBoe 3Hauenne — 100 xomwmii / (10°) sapocomepxkammx
KJIETOK (OTMEUEHO KpacHOU JIMHUEH).

Figure 6. Distribution of TREC and KREC values across different birth weight
groups. Threshold value — 100 copies / (10°) nucleated cells (indicated by a red
line).
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Pucynok 7. Pactipenenenue rpymsl ymepenHoro pucka no TREC, KREC.
Figure 7. Distribution of the moderate risk group by TREC, KREC.

m Beero odcaegosannsix. Total surveyed

8 [pynma ymeperroro pucka Moderate risk ¥ Jlona Aeteii nonaemux B rpynmy yMepersoro pucka no TREC/Proportion of children
group at moderate risk according to TREC

 Jlona feTeit nomaemux B rpynmy ymeperHoro prucka o KREC/Proportion of children
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Figure 8. Distribution of medium-risk groups based on TREC and KREC in the
Northwestern Federal District (SZFO) in 2023-2024.
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