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Pe3tome (Abstract)

Axmyansnocme. [lepsuunvie ummynooepuyumot (PID) senisiomcs eaxcholl,
HO 4acmo HeOUacHOCMUpyeMou NPUYUHOU MANCEN020, PeyuousUpyoue2o Uil
HexapakmepHo npomeKaowe20 cencuca y demel pannezo gospacma. B ycnosusx
peanumayuy pauuan ouasHocmuxa PID mooicem usmeHums makmuky jledeHus u
npoernos. [1]

Heab. OueHUTh 4acTOTy MOJO3PEHUN HA TEPBUYHBIA UMMYHOAESDUIIUT Y
nereid 0—3 JIeT ¢ cerncrucom, OmucaTh KIYeBbIe 1a00PaTOPHO-UMMYHOJIOTHUECKHE
XapaKTePUCTUKN W TPEATIOKUTh ITOPUTM JTOCTYITHOW JUATHOCTHKH B YCJIOBHSX
KITUHUKH.

Marepuasa u MeToabl. MccnenoBanmue — peTpoCIeKTUBHO-IIPOCIIEKTUBHAS
HaOmomaTenbHas gereit 0—36 MecseB, TOCHUTAIM3HPOBAHHBIX B OTIEICHHE
pCaHMMAIMKA C JUATHO30M CeICHCca/CeNTHYecKoro moka 3a mepuoj (2022-2025).
CoOpanbpl  KIMHUYECKHE  JaHHbIE,  pE3yJabTaThl  OOIICKIMHUYECKUX U
MMMYHOJIOTHYECKUX oOcnenoBanuii: oommii ananus kpoBu (OAK), C-peakTuBHBIM
oenok (CRP), mpokansiuronna (PCT), moceBbl KpOBH, YPOBHU CHIBOPOTOYHBIX
ummyHornoOynmunoB (IgG, IgA, 1gM), cyOnomymnsiiuu TumMQpOLUTOB
CDS8, CD19, NK) wmerogom flow-muTomerp
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okcugaTuBHbel  B3pbIB), CHS50 (komruiemeHT), 0pu HEOOXOAUMOCTH —
HCCIIeIOBAHUE CTICIU(DUUECKUX aHTUTEN K BAKIIMHHBIM aHTUT€HAM. [2]

BBIBOIII:.I. B YCIOBHAX OTACIICHUS PCAHUMAIIUU CBOCBPEMCHHOC BKIIFOUYCHNC
6a30BbIX IMMYHONOrnyeckux tectoB (Ig-manens, OAK c nogcuérom numponuTos,
flow-muromerpust cyomonynsumii, DHR, CH50) npu cencuce y nereii paHHero
BO3pacTa IIO3BOJISIET BBIABIATH KaHauaatoB Ha PID, 4ro BaxHO 1
IICPCOHAIN3 Al TCpAIIMK W HAIIPABJICHHA HAa I'CHCTHYCCKOC KOHCYJIIBTHPOBAHHC.
Pekomennyercst pa3paboTarh JOKAIbHBIA aIrOPUTM CKPUHUHTA U MapIIpyTH3ALUN
[MaruCHTOB JJIs HaHBHeﬁmCTO HMMYHOJOTrH4€CKOIO n T€HETHUYCCKOI'O
o0cenoBaHus.

Kalit so'zlar: birlamchi immunitet tanqisligi; PID; sepsis; Yangi tug'ilgan
chagaloglar; yosh bolalar; immunogramma; ogim sitometriyasi; DHR.

Referat

Dolzarblik. Birlamchi immunitetizatsiya (BID) yosh bolalarda og'ir, takroriy
yoki xaraktersiz sepsisning muhim, ammo ko'pincha mustagil ravishda mavjud.
Reanimatsiya parvarish sharoitida BIDni erta tashxislash menejment va prognozni
o'zgartirishi mumkin. [1]

Magqsad. 0-3 yoshdagi bolalarda gumon gilingan birlamchi immunitetning
chastotasini baholash uchun asosiy laboratoriya va immunologik xususiyatlarni
tavsiflang va klinik sharoitda barcha diagnostika uchun algoritmni taklif giling.

Moddiy va usullar. Tadgiqot - 0-36 oylik bolalarni retrospektiv ko'rikdan
o'tkazish - bu sepsis tashxisi bilan (2022-2025). Klinik ma’lumotlarni yig’ish,
umumklinik va immunologic tekshiruv ma’lumotlarni yig’sh (QUT), C-reaktiv ogsil
(CRO), prokalsitonin (PCT), gon ekmasi, zardob immunoglobulinlarining miqdori
(1gG, IgA, IgM), subpopulatsiyali limfosiylar (CD3, CD4, CD8, CD19, NK) flow
Sitometriya, DHR testi (neytrofil oksidvasiv), agar kerak bo'lsa, kerak bo'lsa, ma'lum
bir antikorlarni o'rganish uchun ma‘lum bir antikorlarni o'rganish. [2]

Xulosa. Kam bolalarda sepsis sepsiyasini reanimatsiya bo'limida paneli,
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uchun mo'ljallangan nomzodlarni aniglashga imkon beradi. Immunologik va genetik
tekshiruv uchun skrining va marshrutlash uchun mahalliy algoritmni rivojlantirish
tavsiya etiladi.

Keywords: primary immunodeficiency; PID; sepsis; neonates; young
children; immunogram; flow cytometry; DHR.

Abstract

Background. Primary immunodeficiencies (PID) are an important but often
underdiagnosed cause of severe, recurrent, or atypical sepsis in young children. In
the intensive care unit (ICU), early diagnosis of PID can change treatment tactics and
prognosis. [1]

Objective. To assess the frequency of suspected primary immunodeficiency
in children aged 0-3 years with sepsis, describe key laboratory and immunological
characteristics, and propose an algorithm for accessible diagnostics in a clinical
setting.

Material and Methods. This study was a retrospective and prospective
observational study of children aged 0—36 months hospitalized in the intensive care
unit with a diagnosis of sepsis/septic shock during the period (2022—2025). Clinical
data and the results of general clinical and immunological examinations were
collected: complete blood count (CBC), C-reactive protein (CRP), procalcitonin
(PCT), blood cultures, serum immunoglobulin levels (1gG, IgA, IgM), lymphocyte
subsets (CD3, CD4, CD8, CD19, NK) by flow cytometry, the DHR (neutrophil
oxidative burst) test, CH50 (complement), and, when necessary, a study of specific
antibodies to vaccine antigens. [2]

Conclusions. In the intensive care unit (ICU), timely inclusion of basic
immunological tests (Ig panel, complete blood count with lymphocyte count, flow
cytometry of subsets, DHR, CH50) in sepsis in young children allows for the
identification of candidates for PID, which is important for personalizing therapy and

referral for genetic counseling. It is recommended to develop a local algorithm for

screening and routing patients for further immunologi
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AKTYaJIbHOCTH

Cencuc octa€rcs OAHOW M3 BEAYIIMX MPUYMH JETCKOM CMEPTHOCTH U
JUIMTETIBbHON 3a0071€BaeMOCTH. Y JeTell paHHEro BO3pacTa KIMHUYECKas KapTHHA
MO>KET MacCKHpOBaTh BPOXKIEHHbIE UMMYHHBIE HapylIeHUs. PaHHee pacrio3HaBaHKe
PID pmaér BO3MOXHOCTH HalpaBUTh JETE€d HA 3aMECTUTENIBHYIO TEPANUIO
(MMMYHOTJIOOYJTMHBI ), IPOTEKTUBHBIE MEPHI M — TIpU onpeAenéHHbIX Tumna PID —
MOKA3aHO F€MOIMO3TUYECKAas CTBOJIOBAs KJIETOYHAS TPAHCIUIAHTAIUS UIIA TapreTHas
tepanusi. CoBpeMeHHble 0030pbl MOJYEPKUBAIOT HEOOXOJIMMOCTh HHTErpalUU
MMMYHOJIOTUYECKOTO CKPUHHMHIA Y HOBOPOXIEHHBIX W MIAACHUEB C TKEION
undeknuei. [3]

Hean  wmccaegoBanusi.  Pa3paborarh  NpakTUYECKUA  alrOPUTM
JTUarHOCTHYECKOro obcmenoBanusi PID, BBIMOJHUMOTO B YCIOBUSX TOPOJCKOU
KJIMHUKH.

Marepuas u metoabl: PeTpocieKTUBHO-IIPOCIIEKTUBHOE HAOIIOAATEIBHOE
uccleoBaHue, BKIouamomiee Bcex gered 0-36 mec, TOCHUTAIM3UPOBAHHBIX C
MIOJIO3PEHNUEM CEIICUCOM B OTACIICHHE PEaHMMAlUu 1-i TOpPOACKON KIMHUKH 3a
nepuon 2022-2025.

Kputepuun Bkiaouyenusi: Bospact 0-36 wmecsueB. [ocnuranuzanus B
peaHuMaIMi0 C KIMHUYEeCKOM W J1abopaTOpHOW KapTUHOW cercuca 1o
MEXKTYHAPOIHBIM KPUTEPHUAM i nienuatpud. [1,4]

CoOupaemblie nepemeHHble. KilnHMYECKHE: BO3pPACT, MOJ, CPOK IECTALIMU
(mmst HOBOPOXAEHHBIX ), TIPUYMHA MMOCTYIUICHUS, O4ar WH(MHUIIMPOBAHUS, HAJTUYHC
BHYTPHM OpPraHOB, COIyTCTBYIOIIas maTojorusi, HeoOxomumocts WMBJII, wucxon
(BBIMTMCKA/TETAIBHBIN UCXO0[), IIUTEILHOCTh TOCTUTAIN3ALINH.

Jlabopatopusie: OAK ¢ muddepennmamom (ocoboe BHUMaHWE Ha
aocomoTHOe  ymcino  JumdorurToB), Oumoxumus, CRP, PCT, moceBsl
KpOBH/MOYE/IUKBOpPA, MHUKpoOuosiorndeckue JAaHHble. MmyHonornueckue:
CBIBOPOTOUHBIN ypoBeHb IgG, IgA, 1gM; cyononymsauuu numdpornuros (CD3, CDA4,

CD8, CD19, CD16/56) meronom flow-1turo
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HeritpopunoB (DHR/mukens-NADPH  okcupaTuBHBIA —TeCT) ISl MPOBEPKH
XPOHOBBIX TpaHyJiouuTapHbiXx AedextoB; CHS0 mjist olleHKH KJIaCCHYE€CKOTOo MYyTH
KOMIUIEMEHTA; TeCT mponudepanuu TMMPoInToB U npu Heodxoaumoctn — NGS-
nanens PID.

CraTncrnyeckuili anaiu3

JlanHble TpPEICTABICHbl Kak MeauaHbl (MEXKBAapTHIBHBIM pa3Max) s
HENpPEphIBHBIX IEPEMEHHBIX M KaK a0COJIOTHBbIE YHWCIA M MPOLEHTHl s
KaTeropuaiabHbIX. [J1si cpaBHEHHs UCHOIB30BANIMCh KpUTepui MaHHA-YUTHU IS
HENpEPbIBHBIX M %> WIM TOYHBIM Kputepuil Pumiepa sl KaTeropHajbHBIX
nepemeHHbIX. P<0.05 cuuTancs 3Ha4uuMBbIM.

Pe3yabTaThl: Beero manmentos, coorBercTByronux kpurepusm: N = 80 (0—
36 mec). [Ton: 46% manbunku, 54% neBouku. 13 aux y N = 8 (10%) O6butn kputepun
W/WIHA  pe3yabTaThl HMCCIEAOBAHUN, HACTOPAXHUBAIOIINE B TOJb3Y TMEPBUYHOTO
uMMyHoAepuIuTa (Hanee — «momo3penue Ha PID»): BoipakeHHass mumQoneHus,
camwkenue IgG/IgA w/vnu anomanuu cyonomyssiuii mo flow-muromerpun.

Tab6nuna 1. Kparkue KiiMHHYeCKHe HCXOAHbIE XaPAKTEPUCTUKHA

IHoka3arteJb PID noxospenue OcrtanbHbIe P
(n=8) (n=72)

Menuana Bo3pacra, mec 2.0 3.0 0.4

ADCOIOTHOE gucao 5 (62.5%) 10 (13.9%) 0.0049

JuMm@onuton <1500/mkJa

Cumkenne IgG no cpasuenuio ¢ 6 (75.0%) 8 (11.1%) <0.001
HOpPMOH

Monoxureanbublii moceB kposu 4 (50.0%) 40 (55.6%) 0.74
JleTaabHbI HCX0 2 (25.0%) 9 (12.5%) 0.30
Menuana amareasnoctn 18 (IQR 15-20) 11

TOCIIMTAIN3AUHN, THH
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B rpynne ¢ nmogo3penneM Ha PID 3HaYMTENBHO BBIIIE HOJISI BBIPAKECHHOU
muMm¢oneHuu u cHwkeHus IgG; IIMTeNnbHOCTh TOCIUTAIN3alUU Obll1a 3HAYUTEIBHO
nonbiie (p=~0.0017), XxoTs pa3HUIA O JETATbHOCTA MPU TAKOM KOJUYECTBE
MalUEeHTOB HOCWJIA CTAaTUCTUYECKH He3HauuMbId xapaktep (p~0.30), 4To MOXeT
OOBSICHATHCS HHU3KOW MOIMHOCTBIO JUIS OIGHKM JieTalbHOCTU. Jlons meret ¢
nopospenueM Ha PID cpenu centryeckux IanveHTOB B pAHHEM BO3pacTe B HaIllEM
npumepe — 10% — conocTaBuma ¢ JaHHBIMHU JIUTEPATYPBI, I/i€ BcTpeyaemocTs PID
cpenu TsHKENbIX WMHGEKIUH y MIIQJICHIIEB HEPEAKO TMPEBBIIIACT CTaHJApPTHHIC
OXKHMJaHUS U TPpeOyeT aKTUBHOTO TIOUCKa. [2] OCHOBHBIE «KpacHBIE (h1ari», KOTOPhIE
CIelyeT y4YuThIBaTh Yy JEeTel C CEelCUCOM: BbIpakeHHass JIUMQONEHUs,
PEUUANBUPYIOIINE/HETUITMYHbIE MH(EKIMH, OTCYTCTBUE OTBETAa HA CTAHJAPTHYIO
AHTUOMOTUKOTEPANUIO TMPU HUCKIIOUYEHHON PE3UCTEHTHOCTH, HU3KUE YPOBHU
IgG/IgA/IgM, oTcyTcTBUE CEPOKOHBEPCUH TIOCIIE CTAHAPTHBIX BakiuH. [3,6] Flow-
UTOMETPHSI CyOTOMYSAIIi TUM(POIUTOB U (YHKIIMOHATIBHBIE TECTHI HEUTPODUITOB
(DHR) — kiroueBbie JIOKAJIbHBIE TECTHI JJIsl MEpBHYHOrO ckpuHuHra PID;
MonekyispHas naHenb (NGS) — okoHuatenbHbI MeTon onpezeneHus tuna PID,
HO MOXET OBITh IOCTYITHA B CHICIUATU3UPOBAHHBIX IIEHTPaX. [5]

IIpakTuyeckue pexomenganum [Ipu Bcex TsDKENBIX/pELUIUBUPYIOLINX
uHpekmusax unum Septic shock y nmereit 0-36 Mec — oOsi3aTesibHBIN 0a30BbIH
uMMyHoJsioruueckuii  ckpununr: OAK ¢ muddepenuuasiom  (0COOCHHO
abcomoTHOe unciio tumdonnrton), IgG/IgA/IgM, nocessr, CRP, PCT.

1. Tlpm BBISIBIICHUT auMQOTIEHUH, CHIDKCHHBIX Ig 170071
PEIMANBUPYIONINX/HETUMMYHBIX WH(EKIIMHA — Ha3HauuTh flow-TuTOMETpHIO
cyononyssimmii (CD3/CD4/CD8/CD19/CD16/56) u, mpu Bo3moxHocTH, DHR (st

OLIEHKH OKCHUIATHUBHOTO B3pPbIBA HEUTPOPHIIOB).

2. Ilpu moaTBepKaeHUH MTOTO3PUTETHLHBIX OTKIIOHCHU — HAMPAaBIICHUE B
pPETHOHATLHYIO  JTA0OpATOPHIO Il  PACHIMPEHHOW HMMMYHOJOTHYECKOW W

reHerndeckou nuaraoctuku (NGS-manens PID).
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3. Paccmorpers PaHHIOKO HAa3HAYCHUE 3aMECTUTEIBLHON
MMMYHOTJIOOYJIMHOTEpANUH (TIPU MOATBEPKICHUU aHTUTEIIOBOU HEJIOCTATOYHOCTH )
M KOHCYJNBTAIIMIO  T'e€MAaTOJIOTa/TPAHCIIAHTOJIOTa TMPU  KOMOMHHPOBAHHBIX

UMMYHOACPUITUTAX.

3aki04eHue

[lepBuuHBIi MMMyHOIEPUIUT CIEAYEeT AaKTUBHO MOAO3pEBaTh Yy JeTel
paHHEro BO3pAacTa, MOCTYMAIOIIUX B PEAHUMAIMIO C CETNCHCOM, OCOOCHHO MpHU
JUMQONEHUN U CHIXKEHHU CBHIBOPOTOYHBIX HMMYHOIVIOOYIHHOB. BHenpenue
CTaHJIaPTU3UPOBAHHOTO JIOKaIbHOTO anroputma ckpununra (OAK, Ig-naunens, flow-
uuroMerpusa, DHR, CH50 ¢ nocnenyromuM HampaBiI€HUEM Ha MOJEKYJISIPHYIO
JMAarHOCTHKY) TOBBICUT PAaHHIOIO JUArHOCTHKY M YIYYIIUT KJIMHHUYECKOE BEACHUE

TaKUX IMAaITUCHTOB.
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