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MeH KBCIACbM — 3aLWWMUTA

6e3 orpaHU4eHU BO BCEX BO3PACTAX.

KOHbIOFMpOBOHHCIﬂ, HETbIPEXBAAEHTHAA BAKLUMHA MPOOTUB MEHMHTOKOKKOBOM
MHdoekumm ceporpynn A, C, W, Y AAq AeTeM C 6 HEAEADL, MOAPOCTKOB, B3POCAbIX
U MOXXMABIX, €3 OrpaHMYEHMS MO BO3PACTY'.

BakumHa MeHKBaADM LLIMPOKO M3yveHa. MccaeaoBaHMd Mo MeHKBaadom
MPOBOAMAMCH MO BCEMY MUPY, BKAIOYAS Poccuio, MoAbLLy, Hexumio,
PymbiHMio, Typumio, 1 Ap. MNpoBeaeHO 32 UCCAEAOBAHMS,

13 HUX 19 UICCAEAOBOHUI Y AETEN OT 6 HEAEAb XMU3HU U CTAPLLIE ™,

BbICOKYIO MMMYHOTEHHOCTb BOKLIMHALMM W PEBAKLMHALLUM B POA3HbIX
BO3PACTHbIX IPYMNMNAX, MMMYHHbIM OTBET dOpMUPYETCS K 6-7 AHIO,
AAUTEABHOCTb MMMYHHOM 3aLWUTbI cOocTaBAAET 7-10 AeT! 58

ConocTaBUMbIN 1AM GOAEE BbICOKMIA UMMYHHbBIM OTBET MPOTHB
ceporpynn A, C, W, Y BO BCEX BO3PACTHbIX KOTOPTAX MO CPABHEHMUIO
C APYTMMMU MEHMHIOKOKKOBBIMM BAKLMHAMM'*

MpeBocxoasduyto 3cpdPeKTUBHOCTb MO ceporpynne C'7**

3CbeeKTVIBHOCTb 1 6e30MacHOCTb Mo COBM@CTHOM NPUMEHEeHUU C

BAKLMHAMMU NPOTUB 15 MHCpEKLMIA (KOKAIOLLIA, AMCDTEPUM, CTOABHSKA,
MOAMOMUEAUTA, XMB-UHADEKLLUM, BUPDYCHOIO renaTtuta B, BupycHoro
renatmta A, Kopu, KPACHYXM, MAPOTUTA, BETPAHOM OCTIbl, POTABUPYCHOM

MHCbeKLLl/IM, BMPYCA MNAMMUMAAOMBbI HEAOBEKQA, MEHWHITOKOKKOBOM

UHdbeKLMM ceporpynmsl B)'

BAaronpusaTHbIM NpodouAb 6e3onacHoCTH!

MenKBaadby, 0,5 MA/A03Q, PACTBOP AAS BHYTPUMBILUEHHOTO BBEAGHMS.

BAKUMHO AAA MPOCOMACKTUKM MEHWUHIOKOKKOBOM MHCbeKumm ceporpynn A, C, W, Y, NOAMCAXAPMAHAS, KOHb-
10TMPOBOHHAS

AKTMBHBIE BELLECTBA: MEHMHIOKOKKOBLIE OAMCOXOPMALI CEPOTPYNN A,C,W,Y — 110 10 MK, KOHBIOTMPOBAH-
HBIE C BEAKOM-HOCUTEAGM — CTOAGHAHHBIM GHATOKCHHOM 55 MKT. BCTIOMOTQTEABHLIE BELLLECTBA: HATPMA
XAOPMA, HATPMA GLETA, BOAQ AAR MHBEKLIMIA.

Koa ATX: JO7AHO8.

MNokasanus: MepsuyHaA BOKUMHALMA M PEBAKLIMHALMA AAR NPOCOUACKTHKIA MHBA3MBHbIX GDOPAM MEHMHIOKOK-
KOBOM MHCDEKLMM, Bbi3bIBaEMOI Neisseria meningifidis ceporpynn A, C, W Y, y AuLL B BO3PACTE OT 6 HEAGAL
1 cTapLue. MepBUHAs BAKLMHALMA AGTH 6 HEAGAL - 6 MECALLEB: 3 AOTbI 110 0,5 MA C MHTEPBAAOM HE MEHEE
2 mecaues. Aetm 6 -12 mecsues: 1 A03a. Avua B Bo3pacTe or 12 mecaues: 1 Ao3a. PesakuuHaumus Aetv 6
HEAEAb - 6 MECALIEB: | AO3Q HQ BTOPOM FOAY KM3HM (OT 12 MECALEB). AGTH 6 -12 MECALES: 1 A03Q HQ BTOPOM
TOAY XM3HU (OT 12 mecaues). Auua B BO3PACTE OT 12 mecaues: AQHHbIE 06 MMMYHOTEHHOCTM B TeYeHme 7
AET NOCAE NEPBUIHOM BAKLMHALMM.

CNOCO6 NPUMEHEHNS: 0,5 MA BHYTOHMBILIEYHO.

TPOTMBONOKA3AHHS: TAHXEALIE CAASPIMMECKME PEAKLMM HO ABOM M3 KOMIOHEHTOB COCTABA MAM MOCAE
MPEABIAYLLETO BBEAGHMA BAKLIMHbI, COASPXALLEN TOKME XE BELLECTBA. W OCTPOM THKEAOM AUXOPOACH-
HOM 30B0AEBAHHM, BOKUMHGLIMIO CAEAYET OTAGKMTH AO Bb3AOPOBAEHMS.

B3aMMOAENCTBUA: AOMYCKAETCA COBMECTHOE MPUMEHEHWUE (PU3HBIMM LLNPULGMMU B PA3HBIE YACTKM) C
BOKLMHOIM AAS MPOCOMACKTIKI KOPM, NGPOTHTA M KPACHYxM (KTTK); BAKLIMHOM AAA NPOCOMAGKTIKM BETPAHOM
Ol (BO); BOKLMHOF AAS MPOCOUACKTHKM AMCOTEPMM, CTOABHSKG, KOKAIOLUG (C GECKAETONHbIM KOKAIOLLHBIAM
KOMMOHEHTOM) (ABKAC), BKAIOHOA C BAKLIMHOM AAS MPOCOMACKTHKM [ENATMTA B (TB), MHAKTMBUPOBAHHOM BK-
LIMHOI AAS POCDMAGKTMKIM MIOAMOMMEAMTG (MTTB) MAM BOKUMHOM AAS IPOCHHACKTMKM Haemophilus influenzae
1N b (XKB) (HANPUMEP, C TAKO# BAKLIMHO Kak ABKAC-MTB-TB-X6); COBMECTHO C NHEBMOKOKKOBOI 13-Ba-
AEHTHON NOAMCOXAPUAHON KOHBIOTMPOBAHHOM BAKLIMHOM (MKB-13) 1 BAKUMHOM AAR NPOCOMACKTMKM POTC-
BUPYCHOM MHCDEKLMM.

NoBouHbIe peakumu: O4eHs YACTO: PROTA, BOAESHEHHOCTS/BOAL, NOKDACHEHHE, OTEYHOCTS B MECTE MHBEK-
LMK, HEOBbIHbIN MACH/MAGH, MOBLILLEHME TEMNEPATYPI TEAT, MOTEPA GNMETUTG/CHKEHNE aNNETUTa, 8-
AOCTH/COHAMBOCTS, PAIAPCKHMTEABHOCT, [OACBHAA GO, MUTATHS, HEAOMOTGHHE, BOAL B MECTE MHLEKLMM.
BepeMeHHOCTb M AGKTALMS: BOKLMHY MEHKBAACDM CAGAYET MPUMEHITH B MEPUOA BEPEMEHHOCTH M ACKTC-
UMM TOABKO, ECAM OXMACEMAA NOAL3A BAKLMHALMM AAS GEPEMEHHOM KEHLLMHDI NPEBLILIOET NOTEHLMAAb-
HbIE PUCKM, B TOM YMCAE OTHOCALLMECH K MAOAY.

CPOK rOAHOCTH: 4 FOAQ. YCAOBMS XPaHEHM: OT 2 A0 8 °C, He 3aMOPQXKMBATS.

M0 0,5 M 80 doaaKoHax Nel mam Ne 10 (Carodou Nactep MK, CLUA) B KOPTOHHOM NGHKE C AMCTKOM-BKAG-
Asiwenm. Mo peuenty.

Aepxateas PY: Canocou Mactep Mk, CLUA. PY: AM-Ne001514-IT1-BY ot 24.02.2026 1.

*Mo cpaBHeHMIo ¢ MCV4-CRM 4eTbIPEXBAAEHTHOM OAMIOCOXAPUMAHOM, KOHBIOTMPOBAHHOM C AMADTEPMIHBIM GHATOKCHMHOM CRM197 BAKLMHOM MPOTUB MEHMHIOKOKKOBOM MHADEK-
umm ceporpynn A,C,W.,Y (Menveo®; TaakcoCMMUTKAAIMH); MCV4-D, 4eTbipEeXBAAEHTHOM, KOHBIOTMPOBAHHOM C AMCDTEPMIMHBIM QHATOKCMHOM BAKLIMHOM MPOTMB MEHMHTOKOKKOBOM
nHdpekumnm ceporpynn A,C,W.Y (Menactra®; Sanofi Pasteur); MCV4-TT, 4€TbIPEXBAAEHTHOM, KOHBIOTMPOBAHHOM CO CTOAGHA4HBIM GHATOKCMHOM BAKLMHOM MPOTUB MEHMHIOKOK-
KOBOW MHdbekumn ceporpynn A,C,W,Y (Nimenrix®, Pfizer Europe, Beabris); MPSV4, 4eTbIpeXBAAEHTHOM MOAMCAXAPHMAHOM BAKLIMHOM MPOTHMB MEHWHIOKOKKOBOM MHADEKLIMM Cepo-

rpynn A, C, Y u W (Menomune®, Sanofi Pasteur, CLLA).

**o cpaBHeHMIO ¢ MCVA4-TT, YETbIPEXBAAEHTHOM, KOHBIOTMPOBAHHOM CO CTOADHSYHBIM CQHOTOKCMHOM BOKLMHOM MPOTUB MEHMHIOKOKKOBOM MHdpekumm ceporpynn A,C,W,Y

(Nimenrix®, Pfizer Europe, beabrus);

1. OBLLGA XUPAKTEPHCTUKG ASKAPCTBEHHOTO MPENpaTa (saKkuvHb) MerKsaadbu (PY: ATI-NeOOT514-TT-BY or 24.02.2026 r.). 2.ClinicalTrials.Gov. URL: Home | ClinicalTrials.gov (aata o6patuerus: 06.06.2026); 3. PBRER
MenQuadfi 395 VV-PV-0602655 30 neprioa 20.04.2024 — 19.04.2025, ony6ankosar 17.06.2025; 4. Clinical study results Vaccines. URL: Our Clinical Study Results: Vaccines | Sanofi (aata oBpatuenvs: 06.06.2026); 5. Diez-
Domingo J et al. Infect Dis Ther. 2024 Aug;13(8):1835-1859. doi: 10.1007/540121-024-01009-x; 6. Anez G. et al. Hum Vaccin Immunother. 2020. Vol. 16, N. 6, P.1292-1298. doi: 10.1080/21645515.2020.1733867; 7. Robertson CA et
al. Hum Vaccin Immunother. 2023 Dec 31;19(1):2160600. doi: 10.1080/21645515.2022.2160600; 8. Coudenville, L. et al. Sci Rep. 2025 Jul 10;15(1):24990. doi: 10.1038/541598-025-08112-0; 9. Knuf M et al. Hum Vaccin Immunother.

2022 Nov 30;18(5):2052657. doi: 10.1080/21645515.2022.2052657
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BcTynuTensbHoe cioBo .

YBarkaemble untatenu!

Bropon Homep xypHana «legmatpusa Boctou-
Haa EBpona» 3a 2026 rog B NOMHON Mepe OTpaxaet
MHOrOrpaHHOCTb COBPEMEHHOWN neagnaTpun 1 ee He-
pa3pbiBHYl0 CBA3b C GyHAAMEHTaNIbHbIMU U KIAUHW-
yecknmu gucumnnanHamu. feorpadua aBTopos BHOBb
noaTBep>KAAeT BbICOKU CTaTyC M3AaHWUA: B CO3AaHUN
HOMepa NPUHANN y4yacTue nccnefoBaTenv 1 NpakTn-
KyloLme Bpaym M3 pasHbix ropogos benapycu n Poc-
cmm — MuHcka, Mocksbl, Camapsbl, fomens, Butebcka,
CypryTa, TiomeHN, a Takxe 13 Y3bekncTaHa. Takoe Wwn-
poKoe npefcTaBUTENIbCTBO MO3BONAET BCECTOPOHHE
ocsellaTb Hanbonee akTyanbHble NPobneMbl OXpaHbl
300pOBbA feTen.

B Homepe npepacTaBneHbl OpUrMHanbHble nccne-
[oBaHuA, 0630pbl NTepaTypbl U pa3bopbl KAWHU-
yecknx cny4vaes. Ocoboro BHMMaHUA 3acnyXMBaloT
paboTbl MO CapKONEHNYECKOMY OXUPEHWIO y feTel n
anddepeHLmanbHOM MarHocTuke MMMYHHON TPOM-
6ounTONEHNM N annacTMYecKo aHeMMK C UCMONb30-
BaHMEM YPOBHA TPOMOOMO3THHa.

AKTyanbHble BOMPOCbl WHGEKUMOHHOWM naTono-
rMn paccMoTpeHbl B CcTaTbAX O AnddepeHLmanbHom
amarHocTumke rpunna v gpyrux OPBU, o coBpemeHHbIX
BO3MOXXHOCTAX MMMYHOMNPOOUNAKTUKK pecnvpaTop-
HO-CUHLMTManbHoM Hdekuunn. NpeacrtaBneHbl Takxe
CpaBHUTENbHbIA aHanu3 6one3Hun KaBacaku 1 MynbTu-
CMCTEMHOrO BOCMANIUTENIbHOrO CUMHAPOMA, accoumn-
poBaHHoro ¢ COVID-19, n pesynbraTbl neyeHnsa Heo-
HaTaNlbHOro OCTPOro remaToreHHOro ocTeoMuenuTa.

MNepepoBasa cTaTbaA MOCBALWEHA TakoW aKTyanb-
HOW KNMHUYECKON npobrneme, Kak WHOEKLMOHHO-
onocpefioBaHHble TPOMOOTNYECKME MUKPOAHrMona-
Tn. O630pbl KacatoTcAa 0COOEHHOCTen HOPOBUPYCHOM
NH)EKUMN Y HOBOPOXAEHHbIX Y BOPOHKOOOpa3HoW
nedopmaummn rpygHon Knetku. JlormyHbiM npogon-
XeHrem CTaHOBUTCA obpalleHre K MoseKynapHo-re-
HeTUYeCKNM acneKTam: NokasaHa pPosib BbICOKOTEXHO-
NOTNYHbBIX METOAOB B AMArHOCTUKE CcoOYeTaHHbIX popm
WXTNO30B; NPeACTaBeHbl TaKXKe KIMHMYECKIMe cnyyan
cuHgpoma KosHa n Tybepo3Horo cknepo3sa. [Mpaktu-
YecKuii UHTepec Bbi3biBaeT pabota 06 onTrMM3auum
MUKPOKIMMaTa B Nanatax Kak 4ONOSIHEHUN K Tepanumn
OCTPOro CTEHO3MPYIOLLEro TAPUHIroTPaxenTa.
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YBepeH, 4To MaTepuanbl 3TOro Homepa OyayT
nonesHbl NeguaTpam, HeoHaTonoram, NHOGEKUMOHU-
CTaMm, remaTtosnioram, reHeTMkam 1 BCem creumanu-
CTaM, CTPEMALLMMCA MOBbICUTb KauyecTBO MeauLH-
cKol nomowm fetam. Menaw BaM WHTEPECHOTO 1
NNoAOTBOPHOrO UTEHUA, HOBbIX KIMHUYECKUX naen
1 ycrnexoB B Ballielt 6naropogHoii pabote!

[naBHbIN pegakTop B benapycu
Cepren BanepbeBuy banko
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barnko C.B.' DX, ®upcosa A.l!, Cemeriko I.B.2, Camoinosuu E.O.2

' BenopyccKMin rocyaapcTBeHHbIN MeguLMHCKII yHBepcuTeT, MHCK, Benapych
2HayuHo-nccneaoBaTeNbCKUM UHCTUTYT MUIMEHbl, TOKCUKONOMAK, SNMULEMUONOTAN,
BMpYyconorum n mukpobuonorum, MuHck, benapycb

NHbeKuMoHHO-onocpeaoBaHHbIe TPOMOOTUYECKME

MNKPOaHI’MonaTunn: 3TUONOTNYECKNI CNEeKTP,
MeXaHN3Mbl Pa3BUTUNA N SNNnAaeMmnonormyeckme TpeHabl

KoH$NUKT nHTepecoB: He 3asBneH.
Bknap aBTopoB: baiiko C.B., ®upcosa A.l. - 06paboTka NUTEPaTYPHbIX NCTOUHUKOB, HaNCaHNe 1 OKOHYaTeNbHOe PeAaKTNPO-
BaHue; Cemerniko I.B., Camoiinosuy E.O. — KOHLENLMA 1 OKOHYATENbHOE pefakTMpoBaHMe.

Ona yutnpoBaHusa: banko C.B., Dupcosa AT, Cemeiiko IB., Camoiinosuy E.O. HdeKLMOHHO-ONOCpeaoBaHHble TpOMbBOTHYE-
CKMEe MUKPOAHIMONaTK: 3STUOSTOMMUYECKIIA CNEKTP, MEXAHV3MbI PAa3BUTUA U SNAEMUONIOTUYECKIe TpeHAabl. [leduampus Bocmoy-
HaA Espona. 2026;14(2):195-219. https://doi.org/10.34883/P1.2026.14.2.014

MopaHa: 17.02.2026

MNpwuHaTa: 25.05.2026
KoHtakTbl: baiko@yandex.ru

Pesiome

MocTUHGEKUMOHHBIN FreMonnTUKo-ypeMmmyeckunii cungpom (FYC) octaetca BegyLlen npu-
UVHOW OCTPOro NOBPEXAEHUA NoYeK y ieTell 1 NpefAcTaBseT cobon 3Haummyto npobne-
My 006LLeCTBEHHOIO 34PaBOOXPaHEHUs, OCOBEHHO B KOHTEKCTE BCMbIWEK, CBA3AHHbIX C
KOHTaMMUHaLUMen NyLLeBbIX NPOAYKTOB.

Llenbto HacTosAwlero o63opa ABNAETCA CCTeMaTU3aLmA COBPEMEHHbIX NpeAcTaB/ieHnin 06
3TMONOrnNKY, NaTtoreHese 1 snugemuonornn noctnHoekumoHHoro Myc.

B cTaTbe npeacTaBneHa aBonoUMA Knaccuprkaumm TPOMOOTUYECKMX MUKPOAHTMONaTMI
(TMA), B pamkax koTopoi I'YC onpeaensetcsa Kak MH$eKUNoHHo-onocpeaoBaHHas TMA ¢
NpeumyLLecTBeHHbIM NopakeHnem noyek. [leTanbHO paccMOTpPeH naTtoreHe3 Hanbonee
pacnpocTtpaHeHHon ¢dopmbl — STEC-TYC, Bbl3bIBaEMOro NPOAYLUPYIOLLEN LINTa-TOKCKH
Escherichia coli (STEC). OcHOBHOe BHUMaHWe yaeneHo XapakTepmucTukam pasfnyHbix ce-
potnnos STEC, moneKkynapHOM opraHn3aumm TOKCMHOB (Tunbl Stx1/Stx2 n nx nogtunsi),
MeXaHM3MaM NX LUTOTOKCUYHOCTM, a TaKXKe KJTIUEBOW PO BbICOKOBUPYIEHTHOMO TOKCU-
Ha Stx2 1 accoummpoBaHHbIX ¢ HUM cepoTmnoB (0157:H7, 026). OTgenbHO onncaHbl Bapu-
aHTbl ['YC, accoummpoBaHHble ¢ aopyrumu natoreHamu: Shigella dysenteriae, Streptococcus
pneumoniae, Bupycamu rpunna A n SARS-CoV-2. O606LeHbl AaHHble rnobanbHON n pe-
rmoHanbHon snugemwuonorun STEC-TYC c BbigeneHnem Hanbonee ya3BUMbIX BO3pPacT-
HbIX Fpynn no 3abonesaemoctu. MNpoaHanu3MpoBaHa 3NUAeM1oNornyeckas Lienoyka: ot
OCHOBHbIX pe3epByapoB (KPYMHbIA poraTbill CKOT) Yepe3 nyTn nepegayu (NMLWeBOW, BO-
IOHbI, KOHTAKTHbIN) K XapaKTepUCTUKE KPYMHENLINX 3aperncTpUpPOBaHHbIX BCMbILLEK.
Taknum 06pa3om, accoLMMpPOBaHHbIA co wtamMmmamu STEC noctuHdeKumoHHbIn IYC co-
XPaHAET BbICOKYIO MEeAUKO-COLMAaNbHY0 3HAUMMOCTb K3-3a pUCKa HebnaronpusaTHbIX
NCXOA0B 1 HEOBXOAMMOCTU CYLLECTBEHHbBIX SKOHOMUYECKUX 3aTpaT Ha JieuyeHune co CTo-
POHbI rocyfapcTBa. SNMAEMUNONIOrMYecKan KapTrHa 3aBUCUT OT PErvoHa, CefibCKoXo3AM-
CTBEHHbIX MPAKTMK 1 MULLEBbIX NPUBbIYEK HACENEHMSA, YTO onpeaenseT HeobXxoAMMOCTb
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VlHd)eKLl,VIOHHO'OI'IOCpe,C[OBaHHbIe TpOM6OTI/ILIECKI/IE MUKpOaHrmonatnuun: 3TMONOTNYECKUI CneKkTp,
MeXaHWN3Mbl Pa3BUTUA N anngemMmmonornyeckmne TpeHabl

KOMMJIEKCHOWN NpodnnakTUKKM, OCHOBaAHHOM Ha KOHTpose 6e30MacHOCTM NULEBbIX NPO-
[YKTOB, BOAbl 1 COOMIOAEHN TUTEHNYECKUX HOPM.

KnioueBble cnoBa: NOCTVHGEKLMOHHDBIV FeMONUTUKO-YPEMUYECKUA CUHAPOM, MHOeKLU-
OHHO-0OMOCpefoBaHHaA TpoMboTUecKkas MUKpoaHrnonatua, STEC-TYC, wura-ToKCcKHb,
3TUOSIOTKA, SNUAEMMONOrUA, NPodUNaKTNKa
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Abstract

Postinfectious hemolytic uremic syndrome (HUS) remains the leading cause of acute
kidney injury in children and represents a significant public health concern, particularly in
the context of outbreaks associated with food contamination.

The review aims to systematize current knowledge on the etiology, pathogenesis, and
epidemiology of postinfectious HUS.

The article describes the evolution of the classification of thrombotic microangiopathies
(TMAs), where HUS is defined as an infection-mediated TMA with predominant kidney
involvement. The pathogenesis of the most common form, STEC-HUS, caused by Shiga
toxin-producing Escherichia coli (STEC), is discussed in detail. Particular attention is paid to
the characteristics of various STEC serotypes, the molecular structure of the toxins (types
Stx1/5tx2 and their subtypes), their mechanisms of cytotoxicity, as well as the key role of
the highly virulent Stx2 toxin and the serotypes associated with it (0157:H7, 026). HUS
variants associated with other pathogens, such as Shigella dysenteriae, Streptococcus
pneumoniae, and influenza A and SARS-CoV-2, are separately described. Global and
regional epidemiological data on STEC-HUS are summarized, highlighting the most
vulnerable age groups. The epidemiological chain is analyzed: from main reservoirs (cattle)
through transmission routes (foodborne, waterborne, contact) to the characteristics of
the largest recorded outbreaks.
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Consequently, post-infectious HUS associated with STEC strains remains of high medical
and social importance due to the risk of adverse outcomes and considerable economic
burden on the state for their treatment. The epidemiological landscape varies depending
on the region, agricultural practices, and dietary habits of the population, underscoring
the need for comprehensive prevention based on food and water safety control and
adherence to hygiene standards.

Keywords: postinfectious hemolytic uremic syndrome, infection-mediated thrombotic
microangiopathy, STEC-HUS, Shiga toxins, etiology, epidemiology, prevention

B BBEAEHWE

Femonutnko-ypemmnyeckuin cuigpom (MYC) npeactaBnseT coboi KNMMHMKO-nabopatop-
HbII CUMNTOMOKOMIJIEKC, XapaKTepu3yoWmnca TprMagon Npn3HakoB: MUKPOaHrMonaTu-
yecKol reMoIUTUYECKOW aHeMMER, TPOMOOLIMTONEHUEN U OCTPLIM MOBPEXAEHNEM NMOYEK
(OnmM) [1-3]. B ocHOBe ero pa3BuUTUA NIEXNT reHepann3oBaHHOE NOPaXKeHNE SHAOTENMA
MeJIKMX COCYZIOB C Mocniefylowmm TpoMboobpasoBaHeM — TpoMbOTMYECKaA MUKPOAHT -
onatna (TMA) [1]. TYC aBnaetca Hanbonee yactoi npuunHoin TMA B geTckoin nonynaumm
1 ofHON 13 Befywumx npuumH ONM, Tpebytoulen 3amecTMTENBHON NOYEYHOW Tepanuu y
JeTen paHHero Bo3pacTa [4].

C sTnonornyeckon Touku 3peHusa NYC nogpasgenaerca Ha TUNWYHBLIA (paHee Hasbl-
BaBLUMINCA «Anapea nnoc» (O+), «noctanapenHbliny), aTUNNYHbIA (KOMNIeMeHT-onocpe-
[I0BaHHbIN) 1 BTOpWYHbIN [1, 5, 6]. Mopasnsiowiee 601bLIMHCTBO ciiyyaeB (4o 90%) y ae-
Te NpUXoanTCa Ha TUANYHbIN [YC, KOTOPbIN pa3BUBAETCA KakK OC/TOXKHEHME KULLIEYHON
nHdekuun [7]. HecmoTps Ha CMeHY HayUHbIX MPYOPUTETOB M HanpaBieHus 6ONbLNHCTBA
nccnepoBaHUn B CTOPOHY M3ydeHna atunmnuHoro INYC, noctnHdekuymoHHbii 'YC npogon-
»KaeT 0CTaBaTbCA akTyaJibHOWM Npobnemoli negnaTpun 1 UHGEKTONOrM B CBA3W C MOTEH-
LUManbHO TAXENbIM TeUEHNEM, PUCKOM NleTasIbHOro Ncxoaa 1 GopMUPOBaHMA XPOHMYe-
CKoW 60M1e3HU NOYEK.

B nocnepHve fecATUNETUs HaKoMeHbl OBLWIMPHbBIE AaHHblIE O MHOr006pPa3nmn NHGEK-
LMOHHbIX areHToB, CMOCOOHbIX MHUUMMpPOBaTb pa3suTue MNYC. be3ycnoBHO, LOMUHKPYIO-
MM NaTOreHoM ABNAIOTCA NpoAayuMpyloLme wura-TokcnH (Stx) wrammbl Escherichia coli
(STEQ), npexpae Bcero cepotmn O157:H7 [8-12]. OgHako annaemMmnoniornyecknii naHgwapt
NOCTOAHHO MEHAETCA: PEerucTPMpYIOTCA BCMbIWKKM, Bbi3BaHHble He-O157-cepoTvnamm
E. coli (O104:H4, 026, 0111 1 gp.), OTMEYaeTCcA LUPKYALMA HOBbIX NOATUMOB LUNIa-TOK-
CMHOB, U3MEHSATCA OCHOBHbIE NyTWN U $akTopbl Nepedaum nHdekumm [13-15]. NMomumo
STEC, k pa3suTtmio 'YC moryT npuogutb Shigella dysenteriae Tuna 1 [16], Streptococcus
pneumoniae [17, 18], a TakXe pAg OPYrMx MMUKPOOPraHM3MOB M BMPYCOB, BKOYas
rpvnn A [19] n SARS-CoV-2 [20], uTo pacumpsaeT cnekTp AnNarHoCTMYeckoro noncka.

B LEJTb NCCJIEOOBAHUA
CncTemaTmn3aumsa COBPEeMEHHbIX NpeacTaBneHnii 06 3TMONorMmn, naToreHese v 3nu-
aemuonoruy noctuHeekuymoHHoro N'YC Ha OCHOBe aHann3a akTyanbHOW Hay4YHOW nuTe-

patypbl.
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B 3BOMOLMA KNACCUOUKALMIA TYC/TMA
Knaccudpukauma F'YC n TMA npeTepnena 3HauuTeNbHYO 3BOMIOLMIO 3@ NOCNeAHUe

60 neTt, oTpaxaa Nporpecc B NOHMMaHMU UX NaToreHesa. ITOT MyTb MOXHO Pa3fenuTb

Ha 3 Kfo4YeBbIX dTana.

1. Jpa KNNHUKO-accoLMaTUBHbIX Knaccudurkauui (1960-e — 1990-e roabi)

M3HavanbHo KnaccmoukaLums bbina 0oCHOBaHa Ha HanMuMy NPOAPOMAaIbHOrO CUMMTO-
Ma — Aunapeu:
= aunapes nntoc ['YC (MYC I+): accoummnpoBaH ¢ npewecTByioLleln Anapeen, 4acto Kpo-

BaBOW. dnugemmnornormnyeckme nccneposaHna 1980-x rogqoB OKOHYATebHO CBA3AIN

a1y dopmy c E. coli, npogyumpytowen wmnra-tokcuH (STEC) [21];
= nuapes MuHyc I'YC (I'YC I-): He cBA3aH ¢ gnapeeii. To Obina «oCcTaTouHasA» KaTeropus,

06beanHABLLAA reTeporeHHy rpynny nauMeHToB C PasfiMyHbIM TEYEHMEM U YACTO C

He6naronpPUATHLIM MPOrHO30M.

Knaccndukauma 6bina uncto onvcatenibHon. TepMnH «atunuuHbliny (NYC [1-) He gaBan
UHopMaL MM 0 NpUYMHe 6051e3HM, YTO 3aTPYAHANO BbIOOP Tepanun 1 NPOrHO3NpPOBaHUe
ncxopa.

2. Dpa natodusmonormyeckoro pasgenerHus (koHer 1990-x — 2010-e roabl)

OTKpbITHE ponu cuctembl komnnemeHTa 1 ADAMTS13 nprBeno K NnepeocMbIC/IEHNIO
Bcen rpynnbl TMA:

B BbifesieHVe TPOMOOTUYECKON TpoMbouuToneHndeckon nypnypsbl (TTI). B 1998 rogy
6b110 O6Hapy*eHo, uTo NpuunHoi TTI ABnAeTca Taxenbin AedruumnT (<10% aKTUBHO-
cTn) MeTannonpotenHasbl ADAMTS13, 06ycioBNEHHBIN NGO reHeTUYECKUMUN My TaLu-
Amn (cuHgpom Anwoy - LLiynbmaHa), nubo aytoaHTutenamu [22]. 310 yeTKO OTAENMIIO
TTN ot I'YC B paMKax o6Lero natonornyeckoro npouecca - TMA;

®  pbigeneHue atunuuyHoro NYC (alYC) Kak OTAenbHOW HO30M0MMYeckon eamHuLbl.
MapannenbHble MCCnefoBaHUA MOKasanu, YTO Y 3HAUUTENIbHOW 4YacTy MauuveHTOB
¢ I'YC [1- nmeeTca reHeTuYecKan unv nprobpeTeHHasa Ancperynaumsa anbTepHaTuBHO-
ro Nyt KomnnemeHta (myTtauun B reHax CFH, CFl, CD46/MCP, C3, CFB nnu aHTuTena K
dakTopy H) [5];

= bopmmpoBaHMe KoHLenuun nepBrndHbix TMA. CoopmmpoBanachk Tpmraga OCHOBHbIX
3aboneBaHuWi: WKra-TokcnH-accounmpoBanHbii [YC (Stx-T'YC) — nHbeKumoHHo-06y-
CnoBneHHbIN [23, 24]; TTMN - ADAMTS13-06ycnoBneHHas [2, 22]; al'YC - komnnemeHT-
onocpepoBaHHasa TMA [5].

370 6bIN 3HAUUMBIN NPOPLIB B NOAXOAAX, TaK KaK Kaxkaaa ¢dopmMa TpeboBana NnpuHUm-
nManbHO pasHol Tepanuu: nHby3MOHHaA nopaepka npu Stx-rYC, nnasmoobmeH npu
TTM v MHIMBUTOPBI KOMNIeMeHTa (3Kynmn3ymab) npu al'YC.

3. Dpa MHTerpaTUBHbIX MOJIEKYNAPHO-3TUONOMMYecKux Knaccmoukauun (2010-e rogbl —
HacTosLlee Bpems)

CoBpemeHHble Knaccudukalmm CTpemMATca oTpaxaTb NepBONpUUMHY 3aboneBaHusa,
WHTEerpupys KnvHuyeckre, nabopatopHble U reHeTUYeckme faHHble. OHM NPUMEHUMBI KO
Bcew rpynne TMA.

KntoueBble NpUHLMMbI COBPpeMeHHbIX Knaccndukaumin FYC/TMA [6, 25-29]:

B OTKa3 OT TePMUHOB «TUMNYHbIY/«aTUNNYHbIA» [YC B N0Nb3y 3TMONOrMYECKoro onpe-
LeneHuns. OT0 PEKOMEHAOBAHO MeXAYHapOoAHbIMM 3KCNnepTaMum BO U3bexaHve nyTa-
Huub! [29];
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®  [YC paccmatpuBaeTca Kak noatun TMA ¢ npenmyLleCTBEHHbIM NOpaX}eHNneM noyek;

B OCHOBOW ABNAETCA pa3fefieHne no natoreHeTnyeckoMy MexaHnu3my.

Mo mepe coBepLUeHCTBOBaHWA Knaccudrkaumii \3MeHUINCb NOAXOAbl K TEPMUHOMO-
rMu, NaToreHeTMYeCKNM MexaHM3MaM Pa3BUTMA U BapraHTam fieueHna NoCTUHGEKLMOH-
Horo 'YC/TMA.

1. OT 6GUHapHOCTY K CNeKTpy: paHbLue [6, 25] 6bino YeTkoe pasgeneHve — STEC-TYC (Tu-
MUYHBIA) NPOTUB BCErO OCTaNIbHOMO (aTMnNUYHoOro); cenvac [28, 29] NMHOEKUNOHHO-
onocpegoBaHHaa TMA (MO-TMA) — 3To WMPOKUI cneKTp 3aboneBaHnin C pasHbIMK
natoreHamm n mexaHmsamamu, rge STEC-T'YC aBnseTca nuilb OgHUM, XOTb 1 CAMbIM Ya-
CTbIM, MpeAcTaBUTENEM.

2. OT nprymHbI K ponu: paHbLue [6, 25] HbeKLmA paccMaTprBanach B NepByto ouepeab
Kak npAmas npuynHa (ocoberHo ana STEC-TYC); cevac [29] npusHaeTcA ABONCTBEH-
Has ponb nHbeKumm:

B OCHOBHas NpuYnHa (natoreH-onocpegosaHHaa TMA, Hanpumep, STEC-TYC);

B Tpurrep/npoBOKaTOpP, KOTOPbIN BbIABAAET Nexallylo B OCHOBE NpeapacnonoKeH-

HOCTb (Hanpumep, KOMMNIEMEHTONaTHIo, a3y TOMMMYHHOe 3aboneBaHune). 3To KpUTK-
YecKn BaXXHO AnA BbiIbopa Tepanuu.

3. PocT umcna 3HauMMbIX NaTOreHoB: eCnun paHbliue Gokyc 6b11 Ha STEC 1 NHEBMOKOKKE,
TO Tenepb B cnuckax Gurypupytot mHorve supycol (BUY, LUMB, SARS-CoV-2) u rpn6bi.
MNangemma COVID-19 noguepKHyna BaKHOCTb BUPYC-UHAYLUMpoBaHHbIX TMA [20].

4. BnuAHwue Ha Tepanuio (NpakTnyeckui Bbisod): ctapbin nogxog npu STEC-TYC [6] - noa-
JepxuBatoLlan Tepanus, Npu Apyrux HGeKUnax — neveHme MHGeKLUN; COBPEMEHHbI
noaxop [28, 29]: HeobxoANMO BbICTPO pa3rpaHNYmnTb, ABNAeTCA N TMA npambimM cneg-
cTBMEM nHbeKLMK (Torga neveHme HGeKUUn + nogaepxka) nnu nHdekuma cnposo-
uupoBana komniemeHT-onocpegosaHHyo TMA (KO-TMA) (Torga moxeT notpe6oBaTb-
€A 3Kynm3ymab faxke Ha poHe nHdekumn).

[MaBHbIA NOCbIN NOCNeAHEro SKCNepTHOro CcoBeTa: AMarHo3 «MHGeKLMOHHO-onocpe-
poBaHHaA TMA» HepocTaToueH U HeoOXoAMMO CTPEMUTbCA K GOPMYNMPOBKe, OTpaXa-
oLen BefylWM MexaHu3M (Hanpumep, «komnnemeHT-onocpegoBaHHaa TMA Ha ¢doHe
NHEBMOKOKKOBOW UHEKLMM» NN «<MTHEBMOKOKK-onocpeosaHHas TMA») [29].

Takum 06pa3om, B coBpeMeHHbIX Knaccnudurkaumax MHGeKLMoHHO-onocpeoBaHHbIe
TMA nepecTtanu 6bITb NPOCTO OTAENbHON PyOpPrKoN. OHU CTanu CNOXKHBIM ANnarHoCTUYe-
CKUM Y3/10M, CTaBALMM Bonpoc: «MHbeKumA — 3To 6onesHb nnu Tpurrep ana 6onesHn?»,
OTBET Ha KoTopbI ByaeT onpefenAaTb CTpaTernio neyeHuns.

B VNHOEKUWNOHHbIE MPUYUHbBI TMA

STEC-onocpenosaHHaa TMA / T'YC (STEC-TMA/STEC-TYC) (paHee ncnonb3oBasLumnecs
Ha3BaHuA «[YC [O+», <TUNUYHbBIA», <NOCTANAPENHBIN») — HAaMbOoNee YacTo BCTPEYALWMIACA
1 ocHoBHoW npepctasuTenb NO-TMA, 3anyckaeTca BO34enCTBMEM WNra-TOKCMHA Ha op-
raHu3m yenoBeka Npu UHGULMPOBAHMM MUKPOOPTraHN3Mamu, NPOAYLNPYIOLMMU LINTra-
TOKCUH.

NO-TYC Bbi3biBaeTcA cneunduryeckumy Bo3byantenamm mHbeKUMM y naumeHToB
6e3 BbIABNIEHHbIX MyTaLW FEHOB UK ayToaHTUTeN, CBA3aHHbIX C pa3Butrem KO-TMA.
OCHOBHbIMU 3TUOMNOFMYECKUMN areHTamm MocTuHdeKuymoHHoro YC BbicTynatoT npo-
Jyumpyiowme LWnra-TokcMH 6aktepumn. Bepywiasa ponb npuHagnexmTt 3sHTeporemop-
paruyeckon Escherichia coli n Shigella dysenteriae Tuna 1, Torga Kak gpyrve natoreHsi
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(Shigella spp., S. flexneri, S. sonnei, Salmonellas spp., Citrobacter freundii, Enterobacter
cloacae, Acinetobacter haemolyticus, Aeromonas spp., Campylobacter spp.) accouymmpo-
BaHbl ¢ ['YC 3HaumTenbHo pexe [30]. Ha gonto STEC-TMA npuxogutca 6onee 80% cnyyaes
noctuHekumnoHHoro Nyc [7-11, 301.

B LLHNTA-TOKCUH: CTPYKTYPA, KNACCNOUNKALNA
N POJIb B MATOTEHE3E TMA

Mpogyuupytowwme wura-TokcuH E. coli otTHocATca K wrammam E. coli, koTopble npro6-
penn cnocobHOCTb BblpabaTbiBaTb LIMFA-TOKCMH BCJIeACTBUE NepeHoca bakTeprodparamm
reHa 3Toro TOKCMHa B ux reHom. OgHako He Bce STEC ABnAKOTCA NaToreHHbIMK ANA ye-
NIOBEKA, @ Ta YaCTb U3 HMX, KOTOPas Bbi3blBaeT 3aboneBaHne (reMopparmyeckmin KonuT,
I'YC), Ha3blBaeTca 3HTeporemopparnyeckumm E. coli (EHEC) [10, 15, 31]. MNaToreHHOCTb
6onbwmHcTBa EHEC 06ycnoBneHa Hannumem yyacTka XpOMOCOMbI, KOTOPbIA Ha3blBaeTcA
NOKYCOM 3HTepoumTapHoro ctupannsa (LEE) n kogupyet cnuctemy cekpeumm tuna 3, agre-
3UH, Ha3blBaeMbll UHTUMUHOM, U ero peLenTop (CM. pUCYHOK). UHTUMUKH, KOgupyemblin
reHom eae, obecneymBaeT TECHOE MpUKPensieHne 6akTepun K 3NUTENNIO KULWEYHNKA,
BbI3blBaA cneyndpuyeckoe rmcTonaTonornyeckoe noBpexaeHne «npuKkpenneHnsa u yaa-
NeHnA» MUKPOBOPCUH 3HTepoLUuToB. Eae ABnAeTCA OQHVM 13 reHOB, CMOMNb3YeMbIX B Ha-
cTosALIee BpeMsa 1A MONEKYNAPHOW AMarHocTukm sHTeponatoreHHbIx E. coli (EPEC). EHEC,
Hecywas LEE, oTHocuTcAa K TnuuHom, a 6e3 LEE — k atunnuHoii STEC (cm. pucyHok) [10, 15,
31]. Atunnunble EHEC obnapatot gpyrumn Gpaktopamu agresunu, TakuMmu Kak ayToarrio-
TUHUPYOLWNI agre3uH (Saa) nnm perynatop TpaHckpunuum AggR, KOTopbIn XxapakTepeH
OnA 3HTepoarperaumoHHom KnweyHou nanoykn (EAEC) n npncyw wrammy O104: H4 EHEC
(rmbpugHbin wtamm EAEC n EHEC), npusepwemy Kk Bcnbiwke I'YC B fepmanuu B 2011 rogy
[10, 15, 31, 32]. Takxke coobLanocb 0 Apyrux rmdépraHbIX LUTaMMax, TpoayLMpPYOLWMX Win-
ra-TokCuH, Bkntoyas wrammol EPEC/EHEC, ETEC (sHTepoToKcureHHsile E. coli) / EHEC, ETEC/
STEC, STEC/UPEC (yponaToreHHble wrammbl E. coli) [33].

LLinra-TokCcMH ABNAETCA LeHTpanbHbIM NaToreHeTuYyeCkumM 3BeHOM B pa3suTtum STEC-
I'YC [30]. UcTopus ero oTKpbITUA oTHOCUTCA K 1898 rofy, Korga ANOHCKWIA 6akTepuonor
Kiyoshi Shiga BnepBble onvcan 6akTeputo, Bbi3biBatoLLYy0 MaCcCOBble C/lyYan AnN3eHTepun
(Shigella dysenteriae Tun 1). Mo3e 6bINO YCTaHOBAEHO, YTO 3TOT LWTaMM NpPoAyuUMpyeT
MOLLHbI 3K30TOKCUH, KOTOPbIN B nocnegytoulem 6bin Ha3gaH B YecTb Kiyoshi Shiga wu-
ra-TOKCMHOM. ITOT TOKCMH paccMaTprBanca Kak GakTop BUPYNEHTHOCTU MMEHHO LUUFes
[34]. B 1977 rogy J. Konowalchuk v coaBT. BnepBble onucanu LUTOTOKCMYECKOe BO3ei-
CTBMe HeKoTopbIx WTammoB Escherichia coli Ha KynbTypy kneTok Vero (moueuHble KneTku
adprKaHCKMX 3e/eHblX Makak), BBeAsi TEPMUH «BEPOTOKCUH». ITO 6biNo nepBoe cBuae-
TeNbCTBO NPOAYKLMM LWNra-NnofoObHOro TOKCMHa 6akTepnaMY, He ABNAWUMNCA Wnren-
namwu [35]. B 1983-1985 rogax M.A. Karmali c coaBT. n3y4anu BCNbILWKU reMmopparnyeckoro
konuTa u N'YC y petein, soigenvs wrammbl E. coli (no3e Ha3BaHHble sHTeporemopparu-
yeckmumu — EHEC), npogyuupyioLne BepOTOKCUH, 1 JOKa3anu ero aHTUreHHoe CXoACTBO
C Wura-TokcmHom [21, 36]. MNocnepyiowme 6Grnoxmmmuyeckre n reHeTUYECKMe UCCneaoBa-
HMA Noka3sanu, yto BepoTokcH EHEC n wura-tokenH Shigella dysenteriae cTpykTypHO 1
bYHKUMOHANbHO MAEHTUYHBI UM OYEHb CXOXU. TePMUHbI «LINTa-TOKCKHY», KBEPOTOKCUH»
M «WINTa-NoJ06HbIN TOKCUH» CTanu CMHOHUMamu [23, 30].

LLnra-TokcuH, BoizbiBatowmn NO-TMA, nogpasgensaerca Ha 2 OCHOBHbIX Tuna — Stx1 n
Stx2. 3T TMNbI NpeacTaBnAT CO60M 2 3BOIOLMOHHbIE BETBY CEMENCTBA LNra-TOKCMHOB,
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HomeHknaTypa Tpom60oTnYeCcKnX MMKpoaHruonaTtui u natoreHHbix E. coli [10, 15]

Mpumeyanua: TMA - TpomboTHueckaa MukpoaHriuonatus; TTI - TpomboTuyeckas TpomboumToneHnyeckan nypnypa; Nyc - re-
MONUTUKO-ypemunyecknin cuHapom; al'YC — atunuunbii I'YC; HELPP — cunapom, Bkntovatowmin remonus (Hemolysis), nosbiweHve
ypoBHsA pepmeHTOB neveru (Elevated Liver enzymes), TpombounTonermio (Low Platelets); STEC-TYC - I'YC, accoummnpoBaHHbiii
Escherichia coli, npogyumpyiowymm Wwira-TokcuH; Stx+ — 6aktepuu, npoayumpyiowme wira-tTokcuH; EHEC - sHTeporemopparu-
yeckas E. coli (npepcTaBneHa natoreHHbIMU Ana yenoseka cepotunamu STEC); LEE+ — 6akTepun, sKcnpeccupytoLme NoKyc sHTe-
pouuTtapHoro ctupanus, E. coli, sakcnpeccupytowme rerbl Stx n LEE (tununynbin STEC); AEEC - E. coli npukpennexuna n yaanenma
MUKPOBOPCHH 3HTepounTos; EPEC — sHTeponaToreHHble E. coli.

Nomenclature of thrombotic microangiopathies and pathogenicE. coli [10, 15]

KOTOpble, UMesi OOLLYI0 CTPYKTYPHYIO OPraH13aLmio U MexaHu3m AencTBuA, He obnaga-
0T NEePEKPECTHOWN HelTpanu3aunen reTeponorMYHbIMIN aHTUTENamMm (@aHTuTena K Stx1 He
HenTpanusytoT Stx2, n Haobopor) [37].

Mo cBoein yHKUMM StX OTHOCATCA K CEMENCTBY PUHOCOM-NHAKTUBUPYIOLLUX MpOTe-
MHOB. Stx1 1 Stx2 cOCTOAT M3 OAHON KaTaNUTUYeCKoN CyobeauHnLbl A 1 NeHTaMepPHOM
peLenTop-cBaA3bIBaloLlen cybbenmHuubl B. NeHTamepHan cybbeanHmua B obecneursa-
eT CBA3blBaHME C peuenTtopamu rnoboTpuraosunuepammagom (Gb3), rnoboTteTpaosnnue-
pamugom (Gb4) nnn rmoboneHTtaosunuepamugom (Gb5), koTopble sKcnpeccupyoTca Ha
MeMbpaHax 3yKaprnoTUYecKux KneTok. B opraHusme uenoseka peuentopbl Gb3 skcnpec-
CMPOBaHbl Ha NMOAOUWTAX, ME3aHIMaNbHbIX KNeTKax, SNuUTenounTax MPOKCUMAsbHbIX
KaHanbLeB MoYeK U KULEYHMKA, SHOOTENMANbHbIX KIeTKax MUKPOCOCYAUCTOro pycna
(C MaKcMManbHOWM MAOTHOCTBIO B KyOOUKax Moyek M rofloBHOM MoO3re), TpombouumTax,
B-numdounTtax 3apopbllieBoro LeHTpa, NePBUYHBIX Makpodarax, sputpoumnTax (rae oH
M3BeCTeH Kak pegkuii aHTureH Pk) n HepoHax. Hanuure dyHKUMOHanbHOro peuentopa
Gb3 Ha membpaHe fenaeT 3T1 KNeTKU MULLEHAMK aNa cBA3biBaHMA Stx [10, 15, 23]. OgHum
13 BaXKHbIX MAaTOreHeTUYeCKnX 3BeHbEB ABMIAETCA B3aUMOAENCTBME TOKCUHA C noAoLuTa-
MW: HeaBHME NCCNIeAoBaHNA HA TPAHCreHHbIX MbllAX NMoKasanu, YTo CBsi3biBaHMe Stx C
peLenTopaMm NoAOLMTOB NPUBOAUT K CHUXEHMIO NpoayKumn GakTopa pocTa SHAoTeNnus
cocynoB A (VEGF-A), uTo BbI3bIBaeT NOTEPIO MIMKOKANNKCA KNy6OUKOBbIMU SHAOTENVANb-
HbIMW KNeTKamy U HapyLUeHre CBA3bIBaHNA HIMbMTOpa KomnnemeHTa — ¢paktopa H. 31o
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3anycKaerT JIOKa/lbHYI0 aKTMBaLMIO KOMIMIEMEHTa, UTO 1 06bACHAET N3bnpaTtenbHyto ya3-
BMMOCTb noyeyHoro knybouka npwu 'YC [38]. [lanee komnnekc Stx/Gb3 nHTepHanusyer-
CA B KNeTKy, rge cyébeauHnua A KaTanuTuuyeckn UHaKTUBUPYET puboCoMbl, UHIMGMpYs
cuHTe3 6enka u 3anyckaa anonTto3. [loMMMO NPAMOro LIMTOTOKCMYECKOro AercTBuA, Stx
CTUMYNMpPYeT BblpaboTKy NpoBoChanuTesibHbIX LUUTokMHoB [10, 15]. MNMpogyKumna 3Hauu-
TenbHbIX Konnyects TNF-a, GM-CSF u IL-8 moHounTamMun B OTBET Ha Aencteue Stx ycyry-
6ndeT sHAoTeNnManbHyo ANchyHKUMIO 1 ycunmnBaeT noBpexaeHue opraHos. Kpome Toro,
Stx cnocobeH HanpAMylo akTUBMPOBATb CUCTEMY KOMMJIEMEHTa, UHIM6upys GpakTop Kom-
nnemeHTa H 1 ero perynatopHble 6enku [10, 15].

ToKcMHbI NpefcTaBieHbl MHOXECTBEHHbIMU anfieNbHbIMU BapriaHTamuy 1 0603HavaloT-
ca undpamm n 6yksamum (Stx1a, Stx1c, Stx1d; StxTe; Stx2a, Stx2b, Stx2¢, Stx2d, Stx2e, Stx2f,
Stx2g, Stx2h, Stx2i, Stx2j, Stx2k, Stx2l, Stx2m, Stx2n, Stx20) (tabn. 1). CraHaapTN3aLUA HO-
MEHKNaTypbl Bcex TUMNoB Stx 6bina nposefeHa B 2012 rogy O. Lonuem un coasT. [10, 37].
CornacHo 3Toi KnaccnduKaumm, LUMra-TOKCUHbI eNATCA Ha TWMbl, NOATUMNbI U BapUaHTbI.
NcTopuueckn TepmumH «Stx» (6e3 uudpbl) npumeHanca gna o603HaveHUsa TOKCUHA, KOAU-
pyemoro Shigella spp. (Bkntouasa Shigella dysenteriae Tvn 1). Y npogyumpyowmx wura-
TOKCMH GakTepuii, BKntouvasa E. coli, ncnonb3yiotca apabckme uudpbl ana ob6o3HaueHus
TNa TokcuHa (Stx1, Stx2) n natuHckne BykBbl Ana o603HauveHUsA nofaTvna (Hanpumep,
Stx1a, Stx2a) B 3aBUCUMOCTU OT GUIIOreHeTMYEeCKOro aHann3a aMMHOKCIOTHON nocie-
noBatenbHocTh. O603HaueHna «Stx1» n «Stx2» 6e3 6ykB cnegyeT NCNONb30BaTb TONbKO
B Tex cnyyasnx, korga noatunn HemssecteH. C Lenbio oNTMMU3aLMM HOMEHKNATYpPbl NpPo-
ToTUNUYeckune TokcuHbl Stx Shigella spp. 1 Stx1 661 06beaUHEHDI B OAVH HOBbIA NOATXN
Stx1a [33, 37]. BapraHTbl BKNOYAIOT TOKCUHbI, OTAINYAKOLWMECA OT MPOTOTUMNA OJHOW NUIn
HEeCKONbK/MM aMUHOKMCNOTamMK, 1 0603HayaloTcA NoATMNOM TOKCMHa, O-rpynnoi (ecnu
E. coli) nnn popoBbIM Ha3BaHUEM GaKTepUn-xo3aKHa, 3a KOTOPbIM ClieflyeT Ha3BaHMWe 1nu
HOMep LTaMMa, 13 KOTOPOro BbiN BblAeNieH 3TOT TOKCMH (Hanpumep, Stx2a-Acinetobacter-
haemolyticus-DS9B, Stx1a-O157-EDL933) [33].

MNOeHTUYHOCTb aMMHOKUCIOTHOW NociefoBaTeNbHOCTU TOKCMHOB Stx1 1 Stx2 goctu-
raet 57% [33]. HecmoTpsA Ha CTPYKTypHOE CXOACTBO U CBA3bIBaHME C OAHNM PeLLEeNTOPOM,
Stx2 obnapaeT 3HaunTeNbHO Honee BbICOKOWM TOKCMYHOCTbIO MO CpaBHEHMIO co Stx1, uto
obycnosneHo 6onee BbICOKUM CPOLACTBOM K prbocoMam v 6onblueli KaTanuTuyeckom ak-
TUBHOCTbIO [33]. 3T 2 cemeliCcTBa OTANYALOTCA U MO KNNMHUYECKNM nposasneHnam. CepoTu-
Mnbl, NpoAyuMpytoLmne Stx2, ABNAIOTCA 3HaUYNUTeNIbHO 6onee BUPYNEHTHbIMU U acCOLMNPO-
BaHbl C pa3BUTUEM remopparnyeckon anapeun, bonee Taxkenbim TeueHrem 3abonesaHus,
BbICOKUM puckoM I'YC 1 6onblueli NOTPebHOCTbIO B 3aMeCTUTESIbHOW NOYEYHON Tepannn
(3MT) [13, 33]. MaToreHbl, cekpeTupytoLme TonbKo Stx1, OTHOCATCA K rpynne HN3KOro pu-
CKa 1 06blYHO BbI3bIBAIOT NULLbL 0ObIYHYIO AMapeto, peako npusoga K passutuio MNYC (3a
WCKIIOYEHEM UMMYHOKOMMPOMETUPOBaHHbIX NauuneHToB). Cpegm noatunos Stx1 wram-
Mbl, 3Kcnpeccupytowme Stx1c n Stx1d (tabn. 1), pexke BbI3blBalOT MHOEKLUN YENOBEKA, YEM
WwTammbl, Nnpogyuupytowme Stx1a [33]. Mo gaHHbIM rMo6anbHOro 3NMAEMUOSIOrMYEeCKOro
aHanm3a QlAsphere Insights 3a 2023 rog, yactoTa BbiABneHUA Stx2-npoayumpytowmx STEC
(1,9% ot obulero uncna o6pasLoB) NoyTH B 3 pa3a npe.bllaeT Takosyto anA Stx1 (0,7%)
[39]. AHanu3 Bcnbliwek STEC B CLUA (CDC, 2010) nokasan, uto ['YC pa3suanca y 7,0% na-
LMEHTOB, MHOMLMPOBaHHbIX Stx2-nonoxuTtenbHbiMu He-0157:H7 STEC, no cpaBHeHMIo C
0,8% cpeau nHMLMpoBaHHbIX Stx1-npoayumnpyowmmn wrammamm (p<0,001) [14].
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Ta6nuua 1

XapaKTepucTiKa TUNMOB 1 NOATUNOB LUNFa-TOKCMHA, MUMKPOOPraHM3MoB, UX NPOAYLMPYIOLNX,
ocob6eHHOCTell Nepefayum U KNMHNYECKUX npoaBneHuii [33, 37]

Table 1

Characteristics of Shiga toxin types and subtypes, their producing microorganisms, transmission
features and clinical manifestations [33, 37]

CemMelcTBO WNra-ToK-
ATGED LWramm OC06eHHOCTU 1 KNNHNYeCKne
MUKpPOOpraHnu3ma nposABneHuns
Stx TMnbi | Stx nogTUNbI
Stxd S. dysenteriae Tvina 1 lemopparnyecknii konut, 'YC
x1a
E. coli O157:H7 lemopparnueckni konut, 'YC
HeocnoxHeHHas grapes / 6eCCUMNTOMHOE HOCU-
Stx1 Stx1c E. coli 0128:H2 TENbCTBO.
BbigeneH y oBeu, oneHen, pexe y yenoseka
Stxid E. coli O104:H4 Pepnko y uenoseka.
0157:H7 HeocnoxHeHHan anapes
Stxle Enterobacter cloacae ryc
Stx2a E. coliO157:H7 lemokonuT, anapes, N'YC
Stx2b E.coliO118:H12 Hwn3kaA naTtoreHHOCTb ANA YenoBeka.
E. coli OX3:H21 ryc
Stx2c E. coli 0157:H7 emokonu, IYC.
YacTo aKcnpeccmpyeTca COBMECTHO ¢ Stx2a
(sst;(f; d. ) E. coli 091:H21 TemokonuT, N'YC
Stx2e E. coli 0139 OTeyHan 60ne3Hb CBUHEN.
Pepnko gnapes nnn ryYC y yenoseka
Stx2f E. coli 0128:H2 BblgeneH n3 ronybuHoro nomera.
ryc
Stx2g E. coli 02:H25 BblgeneH 13 pekanuii 300poBOro CKoTa.
Jlerkoe TeueHune nHPeKLMM y YenoBeka
562 Stx2h E. coliO102:H18 BblgeneH ot cypkoB
Stx2i E. coli ONT:H25 BblgeneH n3 KpeBeTku
Stx2i E. coliO158:H23 BbipeneH us ceexxel 3eneHu (canat naTyk).
) E. coli033:H14 Pepko Bblaenutenb — YyenoBek
048,0159,0100,022 n BblgeneH oT uenioBeka, 13 CbIPOro MAca.
Stx2k
093 Ownapes
Stx2l 08:H9, O8:H19 n 08:H30 Iwnapes
Sbam 0148:H39 Nnapes.
096:H19 BeccumnTomHOe HOCUTENBCTBO
023101
Stx2n 01:K22:H4
023:H15
Stx20 E. coli O85:H1 Yenoeek

B HacTosAwWee Bpema cpean noaTMNoB Stx2 (tabn. 1) Hanbonee KNMHMYECKN 3HAUNMbI-
MK ABnAlTCcA Stx2a (paHee Stx2), Stx2¢, Stx2d u Stx2b [15, 33]. TokcUH Stx2e B OCHOB-
HOM accouMMpoOBaH C OTeYHol 6ONEe3HbI0 CBUHEN U PefKo MopakaeT yenoseka. Stx2f,
BMepBble BblAENEHHDbIV Y AUKKUX ronybel, JONroe Bpemsa cumTanca Masio3HauymmbiM As
yenoseka. OgHaKo B nocnegHve rofbl HabnogaeTcA TPeBOXHAA TeHAeHUMA: noaTnn Stx2f
BCE vallle BbIABNIAETCA Y NaLMEHTOB C TAXKeNbIM racTpo3HTepMTOM. EBponencknin LeHTp
NpPooUNakTNKN 1 KoHTpona 3abonesaHuii (ECDC) n AreHTCTBO MO 34paBOOXPAHEHMIO
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BenukobputaHum (UKHSA) odumumanbHo npmsHanu Stx2f 3HauMmol HeOTNOXHOW yrpo-
301. 3TO co3gaeT Npobnemy Ana ANarHOCTUKY, Tak Kak 13-3a reHeTnYeckon Baprabenb-
HOCTM cTaHAdapTHble MNLUP-npaimepbl MOryT He BbIABAATL 3TOT NOATUM, MPUBOAA K TMNOAN-
arHocTuke [40, 41]. B uenom noatunbl Stx2a, Stx2b, Stx2¢, Stx2d, Stx2e n Stx2f moryT 6bITb
aCCOLMMPOBaHbI C TAXKESIbIM TeYEHMEM, OQHAKO Hanbonblumin puck passutusa NYC Hecet
MMeHHo Stx2a [33].

Mo pe3ynbTaTam HEKOTOPbIX KPYMHbIX KOrOPTHbIX UCCIefOBaHWI CTaBUTCA NOA CO-
MHEeHVe HanmbosbllaA MAaTOreHHOCTb Stx2a. MNpocnekTMBHOE MCcCnefoBaHUe, NPOBeaEH-
Hoe B ABcTpanuu (2018-2020 rogbl, 111 nauneHTOB), He BbIABUIO 3HAaUYMMOWN Koppenauum
MeXAy KOHKPeTHbIM reHoTunom Stx (Bkntovaa Stx2a) n pasBuTneM TAXKeNbIX CUMMNTOMOB
UM OCIOXKHEHUI. B 3TOM nccnegoBaHmm nuwb y ogHoro nayueHTa (0,9%) passunca INYC,
UTO MoAYepPKUBAET BaXKHOCTb APYrnx GakToOpOB BUPYNEHTHOCTU W BOCMPUMMUUBOCTU
xo3AuHa [42]. Kpome TOro, apreHTUHCKOe MHOroLeHTpoBoe nccrnegosaHue (2021 rog,
280 peten c ['YC), rae AOMUHUPYIOLWMM reHoTMNoM 6bin Stx2a/Stx2c (63,9% wTammoB) 1
cepotun O157 (73,6%), Takxe He 0OHaPY>KUI0 NPAMON CBA3U MeXAY KOHKPETHbIM reHo-
TUMOM TOKCMHA WK CEPOTUMOM U TAXKECTbIO 3abosieBaHMA (BKoYaa HEBPONOrNYecKmne
OCNOXKHEHWA, ANINTENbHBIN ANANN3 UK NeTanbHOCTb) [43]. DTK AaHHble yKa3biBaloT Ha To,
YTO NATOreHHOCTb ABNAETCA MHOrOGaKTOPHOWN N He ONpeaensaeTca UCKNIOUYNTENBHO Ha-
NNYmMem Toro UnNm NHOro noarumna Stx.

B [TATOTEHHOCTb CEPOTUMOB STEC: OT KITACCUYECKNX
NPEACTABJIEHMIM K COBPEMEHHbBIM JAHHbIM

MaTtoreHHOCTb cepoTunos STEC onpeaenseTca KOMNNEKCOM paKTOPOB, CPeamn KOTOPbIX
KI0UEeBYI0 PONb UrPaeT TWM SKCNPeCccnpyemoro wmura-TokcuHa (Stx1, Stx2 nnu nx koméu-
HauwA), a TakKe ypoBeHb MPOAYKLMM TOKCMHA, 3aBUCALLMIA OT anfieNbHOro reHotuna 6akx-
Tepun. OfHaKo, KaK MoKa3blBalT COBPEMEHHbIE UCCIeloBaHWSA, BUPYNIEHTHOCTb He CBO-
ONTCA UCKNIOYMTENBHO K TOKCMHY: OFPOMHOE 3HauYeHre UMEIT TakKe reHeTnyecknii GoH
WTaMMa, Hafmume JONONHUTENbHbIX GakTOpOB aare3vmn (Hanpumep, MHTUMIWH, Kogupye-
MbIll rEHOM eae), UMMYHHbII CTaTyC 1 reHeTMYecKan NpeapacnoNioXXeHHOCTb X03AnHa [44].

CepoTtunupoBaHue wrammos E. coli 6a3npyetca Ha cBolicTBax O-aHTureHa (nunono-
nucaxapug, COMaTUYeCcKnii aHTureH) n H-aHTUreHa (KryTrKOBbIA 6efokK), sKkcnpeccnpo-
BaHHbIX Ha NOBepPXHOCTU GaKTepuanbHon Knetkun. Mictopnueckn nepsbiM 6bin BbigeneH
n Hanbonee pgeTanbHO oxapakTepusoBaH cepoTtun O157:H7, KOTOpbI Ha NPOTAXKEHWM
LeCATUNETUI CYMTANCA «30/10TbIM CTaHAAPTOM» NaTtoreHHoCTH cpean STEC. OgHako anu-
Jemuonornyeckan KapTuHa AUHaMUYHO MeHseTca, u, Hapagy ¢ O157:H7, Bce 6onbluee
KNMHMYecKoe 3HadeHue npurobpeTaoT He-O157-cepoTtunbl (Tabn. 1), KoTopble B page
PEervoHOB HauMHaT AOMUHMPOBATb. K OCHOBHbBIM KAMHWYECKU 3HauMmbiM He-O157-
cepoTunam, accoummpoBaHHbIM ¢ passutuem STEC-TYC, otHocaTcs: E. coli 026, 045, 091,
0103, 0104, 0111, 0113, 0117, 0118, 0121, 0128, 0145, a TaK»e BbICOKOMATOreHHbIN
rmépugHoin kKnoH O104:H4, cTaBLIn NPUYNHON KPYMHOW BCnbllwKu B EBpone B 2011 rogy
[33, 45]. 91 cepoTunbl 06beanHAET CNOCOBHOCTb NpoayUMpoBaThb Stx2 (Yacto B KoM6U-
Hauum ¢ gpyrumm GakTopamm BUPYNEHTHOCTM) U BO MHOTMX Clly4yasx 3KCNpeccMpoBaTh
WHTUMWH — 6eN10K, obecrneumnBatoLwmii TECHYI0 afire3unio K SHTepoLuTam.

Prck passutua MNYC cywectBeHHO Konebnetca mexay cepotunamun. B negmatpuue-
cKom nonynAumm 3ToT puck gna O157:H7 coctasnaet ot 8 go 15% [13]. KoropTHoe nc-
cnefoBaHue, NpoBeAeHHoe B [epmaHnK, MoKasasno, 4to uHeuumnposarue E. coli 0157:H7
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conpsKeHo ¢ bonee yem feCcATUKPATHbIM NoBbieHnem prcka 'YC no cpaBHeHUIO € He-
0157 STEC (8-15% npoTtunB <1%) [46]. Kak npaBuno, nHdekuunn, Bbi3aBaHHble GONbLINH-
ctBoM He-O157-cepoTmnoB, NPoTeKaloT MArye, pexe CBA3aHbl CO BCMbILIKAMW, Yalle acco-
LUUPYIOTCA C MeXKAYHAaPOAHbIMM Noe3akamm 1 pexxe ocnoxHatotca IN'YC (1% npotms 11%
ana O157:H7, p<0,001) [47].

OpHaKko ecTb 1 nckno4veHma us storo npasuna. Cpean He-O157-wtammoB STEC Hau-
6onbwmin puck passutua NYC n Hanbonee TAXenoe KNIMHUYECKOe TeUeHne CBA3aHbl CO
LUTaMMaMuM TaK Ha3blBaeMow 6onbluol wectepku (Big Six), a Takke ¢ runepBUpyneHTHbIM
wrammom 0104:H4. MuHuctepctBo cenbckoro xo3anctea CLUA (USDA-FSIS) B 2012 roay
oduumanbHO npusHano 311 6 ceporpynn (026, 045,0103, 0111, 0121, O145) onacHbIMK
naToreHammu B CbIpOW roBAANHE HapaBHe C n3BeCTHbIM Wwtammom O157:H7 [48, 49]:
® 026 (npemmyliecteeHHo O26:H11): cumTaeTca Hanbonee pacnpPOCTPaHEHHbIM He-

0O157-cepotmnom, BbibiBatowmm 'YC Bo Bcem mMrpe, 0cO6eHHO y fieTeit. Puck passu-

A ['YC BbICOKNIA, TaK Kak MHOTie COBPEMEHHbIE U30ATbI 3TOMO LWTaMma npuobdpenn

reH Stx2a, KOTOpbI HANPAMYIO KOPPENUPYET C TAXECTbIO NMOPaXKeHNA NoYek;
= O111: BTOpON NO YacToTe BblABAAEMOCTN He-O157-wTaMM, YacTo Bbi3bIBAET KPYrHble

BCMbILWKK, obnagaet manor uHdurumpyiowen goson (10-100 MuKpoopraHnamos). Puck

no yacToTe pa3BUTKA KpoBason Anapewn n nocnegytouwero ['YC conoctaBum ¢ O157:H7;
= 0145 (npemmywectseHHo O145:H25/H28): wrammbl 3TO rpynnbl Yacto obnapatoT

reHoMm VHTMMUHa (eae), YTo No3BonAeT UM 3GPEKTUBHO KONOHM3NPOBATb KALLIEYHUK.

WccnepoBaHmAa nokasbiBaloT, UTo cpean He-O157-wtammos ceporpynna 0145 nmeer

OAWH 13 CaMbIX BbICOKMX OTHOCUTENbHbIX PUCKOB rocnutanunsaumm [50];
= 0121 1 0103: BbI3bIBAOT TAXKENbIE reMopparnyeckne konutbl. 0121 yacto accounnpy-

€TCA CO BCMblLKaMW, CBA3AHHbBIMWN C MYKOW 1 OBOLLIAMW.

Ha wrammbl 60nbLION LWIeCTepKn NPUXOAUTCA nogasndtoliee 60MbWNHCTBO (OKOO
70-80%) Bcex cnyyaes 3apakeHna He-O157-STEC B CLLA [49].

TpaAMUUOHHBIA NOAXOA, NPU KOTOPOM OLEHKa BUPYNEHTHOCTU nHbeKummn 6asupy-
eTCcA UCKIYNTENbHO Ha cepoTtune Bo3byautena (Hanpumep, O157:H7), okasanca Heco-
CTOATENbHbIM MO pe3ynbTaTaM aHanv3a Bo30yauTena KpynHenwen BCrbllWKN KULLEYHON
nHdekumn B EBpone (npenmyliectseHHo B fepmanum) B 2011 rogy [51]. Wramm E. coli
0104:H4, cTtaBWWA NPUYNHON STON SNUAEMUK, HE MPUHAANEXaN K KNacCUYeCKOMY SH-
Teporemopparuyeckomy deHotuny (EHEC). HanpoTtuB, reHOMHbI aHanmn3 nokasan, uto
NCXOAHO OH OTHOCKACA K 3HTepoarperatusHbiM E. coli (EAEC) — naToBapy, KoTopblii UCTo-
puryecKmn He accoumMmpoBanca ¢ BbICOKUM pruckom NYC. MaTtoreHHOCTb 3TOro WTamma Kap-
[VHaNbHO M3MeHMUNacb NOCe ropuU3oHTaNbHOro NepeHoca npodara, kogupytoulero Stx2a
(tabn. 2) [51].

370 cOob6bITME FOPM3OHTANIbLHOrO 06MEeHa reHeTUYEeCKUM MaTepuanomM NPMBENo K NosB-
NEHWI0 NPUHLUMNNANbHO HOBOMO rMGpMAHOro NatoBapa, 0603HaYeHHOr 0 Kak SHTepoarpe-
raTneBHaA remopparmyeckan E. coli (EAHEC) [52]. KntoueBbiM otnnumem EAHEC O104:H4
oT Knaccuyeckux EHEC aBnaeTca oTcyTCTBME NOKyCa aHTepoumTapHoOro ctupanua (LEE) n
WHTUMWHA, Hannure Gumbpuin arperaTBHol agre3un (aggregative adherence fimbriae,
AAF/1), uTo He TonbKo obecneunBano 3GpPeKTMBHYIO KOIOHU3ALMIO KULLEYHMKA, HO 1 Cro-
co6CcTBOBaNO TpaHCIOKaLMM TOKCUHA Stx2a yepes KuweyHbl anutenunii [53]. MoasneHne
EAHEC O104:H4 n3meHuno camy napagurmy natoreHHoctu STEC: ctano oueBuAHO, YTO
NnoTeHUManbHO OMacHbI LWITaMM MOXeT BO3HUKHYTb B pe3ynbraTe nepefayv reHa Tok-
CMHa B U3HaYanbHO Masio- UM HENaTOreHHbIN MUKPOOPraHM3M. NUAEMUNONOTNYECKNIA
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Ta6bnuua 2

Mpoayuupyiowme WKra-TOKCUH MUKPOOPraHU3Mbl, aCCOLMMPOBaHHbIE C NOCTUHPEKLNOHHBIM
remMonuTNKO-ypeMn4yeckum CMHApoMom

Table 2

Shiga toxin-producing microorganisms associated with post-infectious hemolytic-uremic syndrome

MoaTun mukpo- MoaTrun | TunnyHble npo- PernoHbi ¢ BbisiBNieHHbI-
Bos6yautenn
opraHusma Stx ABNeHnA MU cny4yaamMn
[Inapes c npu- Kapubcknit 6acceitH
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npodunb faHHOW BCMbILKY XapakTepusyeTcs, No pasfinyHbIM JaHHbIM, OT 3842 o 6onee
yem 4000 cniyyaeB 3apaxeHus B 16 cTpaHax Mupa, 908 cnyuyaes I'YC n 6onee 50 netasnb-
HbIX ncxopos [54, 55].

Taknm ob6pa3om, KoHUenuma natoreHHocTn STEC npeTepnena NpUHLMNNaNbHY 3BO-
noyuio: oT ynpolyeHHoro B3rnaga Ha O157:H7 kak Ha «rnaBHOro natoreHa» Ao Npu3Ha-
HMA CNIOKHOTO, MHOFOKOMMOHEHTHOIO nen3axa. B 3Tom HoBow napagurme otgenbHble
He-O157-cepoTunbl He TONbKO He yCTynatoT Knaccuyeckomy O157:H7 no BupyneHTHOCTY,
HO 1 B pAiie PErviOHOB 3aHVMALOT IMAUPYIOLLEE MOMOXKEHNE. ITO TpebyeT nepecMoTpa Au-
arHOCTUYECKMX afifOPUTMOB, NPMOPUTETOM B KOTOPbIX JOMIKHO CTaTb reHOTUMMPOBaHWE
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TOKCMHa B COYeTaHN C NONCKOM MapKepoB al'peraTI/lBHOI7| agresnin, 4To NO3BOJZINT CBOE-
BpeMEHHO I/I,D,EHTI/I(I)VILI,VIpOBaTb FI/I6pI/I,£|,HbIe N BbICOKOBUPYNEHTHbIE LUTaMMbl.

B [YC, ACCOUMMPOBAHHBIN C SHIGELLA U IPYTUMU
HE-STEC-BAKTEPUAMU: CXOACTBA 1 PA3JTNYNA

Shigella dysenteriae Tna 1 (SD1) ABnAeTca pofoHa4yanbHUKOM Ha3BaHMWA «LWWra-TOK-
CUH», N NPOAYLMPYEMbIN €10 3K30TOKCUH CTPYKTYPHO uaeHTuYeH nogrtuny Stxla, npo-
ayumpyemomy E. coli [34, 56]. OgHaKo KnMHMYeCKasa KapTvHa U TeyeHve Npu wurenne-
3e, BbI3BaHHOM SD1, 3auacTylo oKa3biBaloTcA CylecTBeHHO bonee TaAxenbiMu. Knouesoe
pasnuuuve 3aknyaeTca B MHBa3MBHOCTU: SD1 NpoHMKaeT B SNUTENMOLUUTLI KALLEYHNKA,
BbI3blBas BblpaXXeHHOE BOCMasieHne U CUCTEMHYI0 UHBa3Wo, BMIOTb Ao 6akTepuemun. Bbi-
cBo6OXKIALWMINCA B NpoLiecce UHBa3WK IMNONONMNCcaxapug MOXeT NOTEHLMPOBaTb pu-
6oTOKCMUeCKUn 3bPEKT LWnra-ToOKCKHa, ycyrybnaa TaxkecTb 3abonesaHua [57]. O6 3Tom
CBUAETENbCTBYIOT AaHHble anugeMmumn auseHtepun 1994-1996 ropos B tOxHol Adpuke,
rae n3 81 cnyyaa 'YC netanbHocTb coctaBuna 17,3% [58]. Cpefm rpo3HbiX OCIIOMKHEHWNA,
3adMKCMPOBaHHbIX B 3TON BbIOOPKeE, ObInn sHUedanonaTtna (37%), nepdopauma Kuwey-
HuKa (9,9%) n ABC-cuHapom (21%) [58]. YacToTa pa3sutna 'YC Kak OCNIOXKHEHUA An3eHTe-
puu, Bbi3BaHHOM SD1, upe3BblyaiiHo BapuabenbHa 1, No AaHHbIM 0630PHbIX KcCnefoBa-
HUI, MOXET COCTaBNATb OT 6 A0 45% (MeanaHa — 13%) [16].

Heob6xognmo noguepkHyTb, UTo Taxenoe TedeHue MNYC ¢ BbICOKOI NeTalbHOCTbIO MO-
XeT HabniopgaTbca Npy MHOGUUMPOBaHNUK He Tonbko SD1, HO 1 ApyrMun BUaaMu LWnrenn:
S. flexneri, S. sonnei u S. boydii (tabn. 2), utTo onpoBepraeT nNpexcTaBneHne o6 SD1 Kak
06 ncKnouMTeNbHOM NpuynHe noctansentepuinHoro NYC. B nccnegosadm W.A. Khan n
COaBT,, BKNtouaBLuem 792 pebeHka c wurennesom, 'YC vaue pa3susanca npy uHGuLmpo-
BaHuK S. dysenteriae Tuna 1 B cpaBHeHuu ¢ apyrumu Bugamm Shigella (8% npoTns 1%), a
netanbHocTb oT ['YC coctaBuna 10% v 6bina conoctaBuma mexay sBugamm wurenn [59].

Cnektp 6aKTepumanbHbIXx BO30yauTenen, cnocobHbIX MPOAYUMPOBaThb LWIKra-TOKCUH
Unu wura-nogobHble TOKCMHBI U NOTeHUManbHO Bbi3biBaTb [YC, He orpaHuumBaeTca
E. coli n wurennamn. BcectopoHHUin 0630p, onybnukoBaHHbIN B 2024 rofly B »KypHane
Microorganisms, cuctemaT3npoBan faHHble o Bufax 6aktepuii, y KOTopbix Obinn o6Hapy-
XeHbl reHbl Stx, NogYepKmBas Nx PacnpoCTPaHEHHOCTb B Pa3fIMYHbIX SKONOMMYECKMX HU-
wax u xo3sesax [33]. Momumo yxxe ynomaHyTbix Acinetobacter haemolyticus, Citrobacter
freundii, Aeromonas spp., Vibrio vulnificus, Campylobacter spp. u Enterobacter cloacae
(Tabn. 2), B 3TOT CNMCOK TaKXe BXOAAT HEKOTOopble WTammbl Pseudomonas spp., Salmonella
spp. n gpyrue sHTepobaktepum [15, 30, 33]. XoTA 3Tn cnyyam OCTaloTCA PeKNUMM B KNHK-
yeckol NPaKTMKe, OHWN NOATBEPXKAAIOT, YTO CMOCOBHOCTL MPOAYLMPOBaTL Stx ABNAeTcA
BaXHbIM $aKTOPOM BUPYNEHTHOCTU, KOTOPbIA MOXET pacnpocTpaHATbCA cpean HbakTe-
puii NyTem ropm3oHTasibHOro nepeHoca, 1 TpebyioT yueta npu anddepeHuranbHom gna-
rHoctuke M'YC [33].

OtpenbHOro BHMMaHWA  3acnyuBaeT naTtoreHe3s [YC, accoumMmpoBaHHOrO CO
Streptococcus pneumoniae (pl'YC). B ero ocHoBe nexut He felicTBre GakTepuanbHOro
TOKCVHa, a pepMeHTaTUBHaA akTMBHOCTb NMHEBMOKOKKOBOW HepaMuHMAaasbl, KoTopasa oT-
wennaeT octatkn N-aueTunHernpammMHOBOW (CMANOBOWN) KMUCIOTbI OT MIMKOMPOTENUHOB U
FMUKONMNUZOB Ha NMOBEPXHOCTU KINETOK KPoBU 1 3HAoTenuA. Mocne yganeHusa cranoBon
KNCNOTbl OBHaXaeTcA CKPbITbIA aHTUreH — T-aHTUreH, KOTOPbI B HOPMe He AOCTyneH AnA
UMMYHHOW crcTembl. B nnasme 6onblunHCTBa niogent (0COBEHHO B3POCAbIX) LIMPKYNMPYIOT
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eCcTecTBeHHble xonofoBble aHTU-T IgM-aHTUTena. 3T1 aHTMTeNa CBA3bIBAKOTCA C OOHaXEHHbIM
T-aHTUreHOM Ha: 1) 3puUTpOLMTaX, BbI3blBasA MMMYHHbI FEMOMN3 U NONOXMUTENIbHYI0 NPO6Yy
Kymbca; 2) TpomboLmTax, NPYBOAA K NX arroTUHALUN 1 pa3pyLUeHuto; 3) sSHAOoTeNnanbHbIX
KrieTKax MoyeyHbiX KnyOouKkoB, 3anyckasd KackKaf MOBPEeXIAEHWA SHOOTeNVs, akTuBauuio
TPOMOOLINTOB 1 CUCTEMbI CBEPTbIBAHMSA, popMUpoBaHne MUKpoTpomo6os 1 TMA [60, 61].

CoBpemeHHana guarHoctuka plYC 6asmpyeTca Ha 2 KnoueBbIX 3nemeHTax: 1) noa-
TBEP)KAEHNN MHBA3NBHOW MHEBMOKOKKOBOW UHpeKUMK (BblgeneHne S. pneumoniae 13
KpOBM, NIMKBOPA, MNeBPasibHOro BbINOTa); 2) NabopaToOpHOM BbiABNEHUN T-akTUBaAL MU
Ha 3puUTpoLUTax, «3010TON CTaHAAPT» — TeCT C NekTnHoMm apaxuca (PNA-tecrt) [62]. Op-
Hako PNA-TecT peako Mcnonb3yeTca B PYTUHHOW KNUHUYECKON npakTuke (Mo AaHHbIM
A. Loupiac n coasT., Tonbko y 11% nauneHToB [63]). B ero otcytcTBue amnarHos «plyC»
yCTaHaBNMBAETCA Ha OCHOBaHMN KOMOMHALMW KpuTepueB: NOATBEPXKAEHHaA MHBA3UB-
HaA MHeBMOKOKKOBasA nHbeKuus (noces nnu MNUP); knnHnko-nabopatopHana Tpuaga Nyc:
MUKpOaHruonaTnyeckas remonnTmyeckas aHeMms, TPOMOOLUTOMNEHNA, OCTPOE MOBPEXK-
JeHre noyek; ncknoyeHune apyrux npuunHd NYC/TMA: STEC-nndekunu, al’YC, TTM v gp.;
nonoxutesnbHasa npamasa npoba Kymbca (He AaBnaeTca obA3aTeNlbHbIM ANArHOCTUYECKM
KpuTepurem, HO YacTo Habntogaetca npu plyC) [62].

B POJIb BUPYCHbIX UHOEKLINW B PA3BUTUN TYC/TMA
Bupyc-nHayumposaHHble TMA fonroe Bpema ocTaBanucb B TeHW GakTepuanbHbIX
nHdeKunin, Ho cerofHA npefcTaBneHna o6 stmonorum NYC cywecTBeHHO PacNPUINC.
CTano o4eBUAHO, YTO OCTPble BUPYCHbIE MHDEKL MK, @ TaKKe HEKOTOpble BUIbI BUPYCHON
Tepanuy BbICTYNaloT MOLLHbIMU TPUITepaMu B Pa3BUTKM STOFO TAXKENOro COCTOAHUA [64,
65]. LleHTpanbHaa ponb B 3TWX Npoueccax OTBOAUTCA HEKOHTPONMPYEMOW aKTUBauun
anbTepHaATMBHOIO NYTW KOMMIEMeHTa.
O606L1eHHble JaHHbIe MO CNeKTPY BO3MOXKHbIX BUPYCHbIX Tpurrepos TMA npusefeHbl
B Tabn. 3 [13, 33, 66]. [inA pAga ykasaHHbIX BUPYCOB HUXe NpefcTaBneHa 6bonee nogpob-
HaA MHPopmaLmA:
= rpunn. [Jonroe Bpema CUNTanochb, YTO OCHOBHasA POfib BUPYCa rpumnna — nnllb co3fa-
BaTb GOH ana 6bakTepuanbHol cynepunHdekunm (HanprMmep, MHEBMOKOKKOBO), KOTO-
pas u 3anyckaet ['YC. OfHaKo paf AaHHbIX yKa3blBaeT Ha CMOCOOHOCTb Brpyca rpunna A
(B TOM uncne naHgemuyeckoro wramma HIN1) BbICTynaTb CaMOCTOATE/IbHbIM TPUrTe-
pom. O630p 6onee yem 25 ciyyaeB nokasar, YTo y 3HaUMTENbHOWM YaCTW NaLMEHTOB C
rpunn-accouyunpoBaHHoi TMA 6binn oGHapyXeHbl FreHeTuYeckne Mmytauum B 6enkax
cmcTembl KomnnemeHTa (¢paktop H, MCP u gp.), uto 1 npepgonpenenmno passutme 6o-
nesHu [67, 68];
= Bypyc dnwrTerHa — bapp (B3b). B ocHose pa3suTtuna B3b-accoummpoBaHHon TMA ne-
»aT MHOrodakTopHble MeXaHW3Mbl: MPAMOe NoBpexAeHne SHAOTENNA BUPYCOM, 3a-
nyckatolee Tpom6006pa3oBaHrie B MUKPOLMPKYIATOPHOM pyciie, a Takxe Ancpery-
NAUMA CUCTEMbl KOMMJIEMEHTa, NPpU KOTOpoW MHOEKUMA BbICTynaeT TpUrrepom Ans
peanu3aummn CKpbITbIX reHeTuYecknx fedeKToB anbTepHaTuBHOro nyTu. K umicny go-
NONHUTENbHBIX NaTOreHeTUYECKUX GakTOPOB OTHOCAT UMMYHOKOMMIEKCHOE NOBPEeX-
LeHune, reModparoumTapHbIi CUHAPOM (NPY KOTOPOM MMMNEePLUTOKMHEMUA HaNPAMYIO
NoBpeXKAaeT SHAOTENNN), a TaKXKe NepeKkpPecTHbI ayTOUMMYHHbIN OTBET, pa3BuBalto-
LMIACA BCNEACTBME MONEKYNAPHON MAMUKPUW MeXay BUPYCHbIMK Genkamu n aHTu-
reHamu sHgoTenua (64, 69-71];
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= Bupyc BeTpAHou ocnbl (VZV). OnuncaHbl cnyyau, Korga octpas BeTpaHoYHasA nHbekumsa
3anyckana maHudectauuio al'YC y feTel c paHee He AMarHOCTMPOBaHHbIMU HapyLle-
HUAMW B CUCTEME KOMMJIEMEHTa (HanprmMep, Npy Hanuumum myTauumi B reHe 6enka MCP
unu aHTuTen K daktopy H) [72];

= BUY-uHdpekuma. BUY-accounmnpoBaHHas HedponaTna MOXKET NPOABAATLCA LWNMPOKNM
CNeKTPOM MoBpeXKAeHU noyek, Bknoyaa TMA. MexaHn3mbl BKAOYalOT NpAaMoe Liu-
ToMnaTnyeckoe BO3AeNCTBUE BMPYCa Ha MOYeYHble KNIeTKN, KOCBEHHOE BANAHME Ha H-
foTenvanbHble KNeTKN CeKpeThpyemblX LUTOKMHOB nnm npotenHos BUY (Tat, gp120,
p24) 1 BTOPWYHYIO aKT/BaLMIO KOMMIEMeHTa 1 Koarynsaumm Ha GoHe MMMYHHOW Aunc-
perynauuu [64, 73];

®  COVID-19. NatoreHes n TeueHne N'YC npu COVID-19 oka3anmcb MHOrorpaHHbIMn. Y ae-
Tel Ha GoHe MYNbTUCUCTEMHOIO BOCNANIUTENIbHOIO CUHAPOMA, aCCOLMMPOBAHHOIO C
SARS-CoV-2, onuncaHbl cnyyaun BTopuyHorn TMA. KnuHUUUCTbI npeanaratot paccmaTtpu-
BaTb COVID-19-accounnpoBaHHbIi 'YC Kak BTopuyHyto TMA, nogo6Ho TakoBol npu
BWY. B 10 ke Bpemsa y B3pocnbix nHbekuma SARS-CoV-2 BbicTynaeT MOLLHbIM, Mog4ac
daTanbHbim, Tpurrepom al'YC Ha poHe reHeTuueckr 06ycnoBieHHON ANCOYHKLMM anb-
TEePHATUBHOIO NyTU KoMnnemeHTa [64, 74-76].
MpepctaBneHHble B Tabs. 3 BUPYCbl OTHOCATCA K BO3OyauTenam co ciaboin stnonoru-

yeckon accoumvauuen c F'YC/TTI [64].

B S[MMOEMUNOJTIONNA STEC U STEC-TYC, APYTUX HE-STEC-TYC

MepBbIi cucTeMaTyecKkuin 063op rnobanbHOro 6pemeHn MHGEKL I, BbI3BaHHbIX NPO-
ayumpytowlen wura-tokeuH E. coli, 6bin onybnukosaH B 2014 rogy [77]. CornacHo sTtomy
aHanu3y, 6asupyrolemMyca Ha faHHbIX 33 2010 rog, eXxerogHoe YMCIo CllyyYaeB OCTPbIX
STEC-3a6oneBaHuii B myupe gocturaet 2 801 000. B Bo3pacTHOM CTpyKType 3aboneBLumx
npesanupyioT nuua 16-59 net (974 Tbic.) n et go 5 net (809 Thic.); Ha rpynnbl 5-15 net
n crapwe 60 net npmxoautca 554 Toic. 1 464 TbiC. CNyyaeB cooTBeTCTBEeHHO. Ocobyto
KNMHUYECKYI0 3HAUMMOCTb MPefCTaBNAT TAXKeNble OCNIOKHEHVA UHPEeKUUN: exxerofHo
peructpupyetca 3890 snm3ogos 'YC n 270 cnyyaeB TepMUHaNbHON XpoHMYecKon 60-
nesHu noyek (TXBM). Hanbonbluee KONNMYECTBO STUX OCNTOXKHEHU OTMEYAETCA B BO3PaCT-
Hon rpynne 0-4 ropa (1630 cnyyaes 'YC n 110 cnyyaes TXbI1). JletanbHOCTb cocTaBnAet
230 ncxofoB B rof, Npy STOM OCHOBHaA fona cMepTel GrKcmpyeTca cpefm vy ctaplue
60 net (130) n geten paHHero Bo3pacTta (70) [77].

CornacHo cuctematuyeckomy o63opy 1 metaaHanu3y U. De Silva D’Souza (2024), Bknto-
ymswemy 189 350 cnyuaes STEC-nHbekumm, cpeaHuin pruck pa3sutua 'YC coctasun 8,22%
(95% U 7,82-8,61%). Mpwn 3TOM Habntoganacb BblpaXkeHHaA BaprabenbHOCTb NoKasaTe-
nei B 3aBUCUMMOCTM OT BO3pacTa, Nofa 1 pernoHa: B rpynne geteii 0-4 net puck so3pac-
Tan po 17,82%, cpeau nuu »keHckoro nona — ao 13,03%, a MakcMasnbHbIN pervoHasnbHbIN
purcK 6bin 3adprKcMpoBaH B eBponeickom pervioHe BO3 (12,66%) [78].

Snugemuonornyeckuinn npodunb 3abonesaemoctn STEC-TYC xapaktepusyertca
U-06pa3Hol 3aBUCMMOCTbIO: MaKCMMalibHble PUCKM OTMEYatoTCA B A€ TCKOM BO3pacTe, CHU-
MKaloTCA Y MONTOAbIX B3POCSIbIX M BHOBb CyLLECTBEHHO BO3PACTaloT B NONYAALUN NOXKMAbIX
nauueHTos [77]. MopaBnatoLlee 60NbLUIMHCTBO C/lyYaeB ANArHOCTUPYETCA y ieTel MnajLe
10 neT, Npy 3TOM OCHOBHOW KnacTep 3aboneBaemMoCcT NPUXOAMTCA Ha BO3PACTHYIO KaTe-
ropuio ao 5 net. Ha cerogHa STEC-TYC oTHocuTCA K ogHon 13 Begywwmx npuyund OMM, Tpe-
6ytowero 3MMT B neguatpuyeckoi npaktuke [15]. CornacHo faHHbIM KpynHOMacLUTabHOro
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Ta6bnuua 3
B3anmocBa3b BUpYCHbIX MHeKuuii c passutuem N'YC/TTI n npegnonaraembliit MexaHU3M naToreHesa [64]
Table 3
Correlation between viral infections and HUS/TTP, and the presumed pathogenesis mechanism [64]
CeMmelicTBO BUPYCOB Pop/npepcraButenn Tun TMA | MexaHu3m naTtoreHesa
— [pamoe noBpexpaeHune sHAOTENNA
B/Y TTO/IYC |- Oeduunt ADAMTS13?
Retroviridae - Jpyrve mexaHn3mbi?
T-numoTpONHbIA BUPYC | rrpy UHrm6uposatne ADAMTS13
yenoseka 1-ro Tuna
— Ob6pa3zoBaHue aHTNKapANOSIMMUHOBBIX
Bupyc renatnta C aHTuTen
—  WHrnbnposaHne ADAMTS13
Flaviviridae T — MpAmoe nospexaeHvie sHAOTENNA
- —  WHrnbmposaHne ADAMTS13
3 Bupyc nuxopagku [leHre 0
S - rnocpefoBaHHO Yepes UMMYHHble
%‘ KOMMeKcbl
¢ | Reoviridae PoTaBupyc ryc MexaHun3m HensBecTeH
El
g Caliciviridae Hopasupyc ryc MexaHu3m HenzBecTeH
o Bupyc KoHro-Kpbimckom
g - " DHpoTenmanbHoe NoBpeXxaeHune,
S | Bunyaviridae remopparnyeckom TN
; BbI3BaHHOE LIUTOKMHOBbIM LUITOPMOM
x nuxopagKkn
& ) . Bupyc renatuta A ryc MexaHu3m HensBecTeH
Picornaviridae
Kokcaku, aHTeposupycobl | I'YC MpAmoe noBpexkaeHve sHgoTenna
Trycs |~ MpAMoe noBpexaeHne sHgoTenna
Orthomyxoviridae | Bupyc rpunna A aryc —  WHrnbuposaHne ADAMTS13
—  Jucperynauma cuctembl KOMMeMeHTa
— [Npsamoe noBpexzeHne sHAOTENNA
Coronaviridae [75, aryc/ Wrrmbnposarine ADAMTS13
KopoHasupyc —  Ducperynauus cnctembl KOMMNeMeHTa
76] TTN/IYC
SHpoTennanbHoe NoBpexaeHue,
BbI3BaHHOE LIUTOKMHOBBIM LUTOPMOM
Bupyc Bapuuenna- aryc — [Npamoe nospexzeHne sHAOTENNA
30cTep —  Jucperynauyua cnctembl KOMMeMeHTa
—  DHpoTenuasnbHoe NoBpeXaeHue,
LIMB TTO/TYC BbI3BaHHOE LIUTOKNHOBbIM LUTOPMOM
_ — [Npamoe nospexzeHne sHAOTENNA
;:;‘ Herpesviridae
2 —  DHpoTenuanbHoe NoBpeXaeHue,
3 lepnec-Bmpyc 6-rotvna | TTMN BbI3BaHHOE LIUTOKMHOBbIM LUTOPMOM
g — [pamoe nospexpeHne sHAOTENNA
g Bupyc SnwreiiHa — bapp | YC MexaHn3m HenssecTeH
§ lepnec-Bupyc 8-rotvna | TTM MpAmoe noBpexkaeHve sHgoTeNnnsa
,8 —  Mopynaumna sH[OTeNNaNbHbIX
X | Adenoviridae ApeHoBupyc TTI/IYC BHYTPUKNETOUHbIX paKTOPOB
= —  NK-UMTOTOKCMYHOCTb
— [pamoe noBpexpaeHune sHAOTENNA
Parvoviridae Parvoviris B19 TTN/TYC |- OnocpefoBaHHO Yepe3 UMMyHHble
KOMMeKcbl
Polyomaviridae BK-Bumpyc TN Mpsamoe nospexaeHune sHpgoTeENNA
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peTpocneKkTuBHoro nccnegosanus, 'YC passusancay 15% geteir (ao 18 neT), rocnutanu-
3UPOBAHHBIX B OTAENEHNA UHTEHCMBHOW Tepanumn co STEC-MHpeKUMen n KNMHUKONM re-
Mopparuyeckoro konuta [79]. Nokasatenu netanbHOCTW y fieTel B ocTpoii pasze STEC-TYC
BapbupytoT B Npegenax 2-5% ot obwero uncna 3aboneswmx [15].

B rno6anbHoM mMacliTabe 3aboneBaemocTb, cBA3aHHaa co STEC n STEC-TYC, 3Hauu-
TeNIbHO KonebneTcA B 3aBNUCMMOCTU OT reorpadnyeckom 30Hbl, YpOBHA Pa3BUTUA CeNTbCKO-
ro X03ANCTBa, CUCTEM SMUAEMUONOTMYECKOro Haa3opa u nutaHua. STEC asnaeTca sHae-
MWYHOW B 30HaX C yMEPEHHbIM KIIMMaTOM 1 B paliloHax C BbICOKOW MAIOTHOCTbIO CKOTOBOA-
CTBA, TaKUX Kak ApreHTMHa, TMXOOKeaHCKnI ceBepo-3anag CLUA, npoBmHumA AnbbepTa B
KaHape, loTtnaHana.

ApreHTMHa TPagULMOHHO 3aHMMaeT OfJHO 13 NepPBbIX MeCT B Mupe Mno 3abonesaemo-
ctn STEC-TYC. Tak, B 2002 rogy 3aboneBaeMocTb cpeau Aetelr oo 5 net gocturana 12,2
Ha 100 TbiC. fETCKOrO HaceNeHNa COOTBETCTBYIOLLEro BO3pacTa (AHCB), YUTO NPUMEPHO B
10 pa3 npeBbilLano nokasartenu apyrux passuTbix cTpaH [80]. CornacHo gaHHbIM Hauwo-
HanbHOW cucTembl snMgemuonormnyeckoro Hagsopa (SNVS) ApreHtuHbl, B nepuog c 2012
no 2023 rog Habnoganacb yCTONYMBanA TEHAEHUMA K CHUXeHuo 3abonesaemoctn 'YC
Kak B obuwen nonynauunn (megnaHa — 350 cnyyaes B rof (276-413)), Tak n cpegn feten
o 5 net (MeguaHa — 266 cnydyaeB B rof (216-346)). MNpu sTom 3aboneBaemMocTb B BO3-
pacTHow rpynne fo 5 net Bapbuposana ot 9,24 (2014) go 5,84 (2021) Ha 100 TbIC. AHCB,
UTO MO-NpPEeXHeMY MHOTOKPaTHO NpeBbIWaeT aHanornMyHble nokasatenu B 60NbLWNHCTBE
cTpaH EBponbl n CeBepHoi AmepuKku [81]. 3aboneBaeMocTb noctanaperiHbivM YC (O+,
TnnyHbiM, STEC-TYC) y geTein B 3aBUCMOCTM OT reorpaduyeckoro pernoHa u nepuopga
HabnoaeHnA NpeacTaBneHa B Tabn. 4.

JaHHble no Adpuke, KOxxHOM A3un 1 psagy cTpaH bankHero BocTtoka orpaHuyeHbl, 4to
CBA3aHO C TPYAHOCTAMM AMArHOCTMKM U Haf3opa. B 3Tnx pernoHax 3HauntesnbHyo Aonio
MoxeT cocTaBnATb ['YC, accoummnpoBaHHbliii ¢ Shigella dysenteriae.

STEC-TYC aBnaeTca Knaccmyeckum npumepom 6onesHu, Kotopasa, MOMUMO Cropaau-
YECKUX CNyyaeB, MMeeT BblPaXKeHHYI0 TEHAEHLMIO K Pa3BUTHMIO BCMbILWEK. DNMAeMuYecKan
BCMblLLIKa onpefenaeTca Kak BO3HMKHOBEHWE B onpefeneHHon nonynauum, reorpaduye-
CKOM pervioHe unm ce3oHe 6osbLIEro Yncna cnyyaeB 3Toro 3aboneBaHus, yem obblYHO
OXKWJAETCsA, UTO MPOABNAETCA B BUAE YETKOW CBA3M MeXy 3ab0NeBLIUMY BO BPEMEHN 1
npocTtpaHcTse [98]. Hanbonee kpynHble Bcnbiwku STEC n STEC-TYCy geten B Mupe 3a no-
cnepHue 20 neT npeacTasneHbl B Tabn. 5.

AHanun3 onucaHHbIX Bbille COObITUA NOKa3bIBAET, UTO M3yUYeHMe BCMbleK umeeT OyH-
JaMeHTanbHoe 3HauyeHre ana noHnMaHuA ['YC. MonyyeHHble aHHble He TONbKO NO3BOJN-
N1 naeHTUdGUUMPOBaTb OCHOBHbBIE NYTK Nepefayn UHGEKUNK, HO 1 MOCAYXUIN MOLLHbBIM
TONUKOM ANIA COBEPLUEHCTBOBAHUA CMCTEM SMMAEMUONIONMYECKOro Haj3opa U npasui
6e30MacHOCTM NULLEBbIX MPOAYKTOB MO BCEMY MUPY.

B VICTOYHUKUN N NYTU NEPEOAYN STEC-MHOEKLINI

3aboneaemocTb STEC-uHdeKUMen HanpAMyto CBAi3aHa C B3aMIMOJENCTBMEM YeNloBe-
Ka C OKpy»KaloLLen cpefoi, NpuyemM 3HaurMbli BKIag BHOCUT CeJIbCKOX03ANCTBEHHaA Ae-
ATeNbHOCTb. ViccnegoBaHue, npoBegeHHoe B NpoBuHLMK OHTapuo (KaHaga), nokasano,
UTO PacNpPOCTPaHEHHOCTb aHTUTeN K Stx Bblille y feTel U3 CeNnbCKUX PafioHOB MO CpaBHe-
HUIO C TOPOACKMMMU, UTO yKasblBaeT Ha bonee paHHU nnn Gonee YacTbll KOHTAKT C BO3-
6ynuTenem y cenbckoro HaceneHusa [30].
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Ta6bnuua 4
3a6on23aemocrb I'YCy petein B 3aBUCMMOCTM OT reorpadpuyeckoro permoHa n nepnofa HaéniogeHns
Table 4
Incidence of HUS in children depending on the geographic region and observation period
Peruon BpemeHHble nepuo- Bospacr, net 3aboneBaemMocTb Ha  P—
Abl, rogbl 100 TbIC. AHCB
CeBepHasa AmepuKa
CLWA 2000-2007 <18 0,78 [82]
Kanaga 1986-1988 <5(<15) 3,11 (1,44) [83]
Kanaga (IOxHas 1980-1992 <18 3,33 (84]
Anbbepra) 1994-2006 <5(<18) 6,57 (2,58)
JlaTnHcKkaa Amepunka
2002 12,2 [80]
ApreHTuHa 2014 <5 9,24 [81]
2021 5,84
Ynnn 2000-2002 <15 3,4 [85]
2015 0,42
Mepy 2022 <5 0,67 [86]
2019 (B Jlume) 3,08
EBpona
Wpnanana 2011-2014 1,29 [87]
1985-1988 <16 0,79 [88]
BenukobputaHus
2011-2014 0,78 [87]
Hopserua 1999-2008 <5 (<15) 1,3(0,5) [89]
OuHnaHans 2000-2016 <17 0,57 [90]
1996 4,3(1,8)
benbrua <5 (<15) [91]
2009-2015 4,532
lepmaHua 1997-2000 <5 (<15) 1,71(0,71) [92]
AscTpus 1997-2000 <5 (<15) 0,51 (0,36)
Lseniyapuna 04.1997-03.2003 <16 1,42 [93]
OpaHuua 2007-2016 <15 ~1,0 [94]
Wtanna 2020-2021 <15 0,64 [95]
Monblwa 2014-2022 <5(<18) 1,2(0,39) [96]
2005-2014 3,8(14)
Bbenapycb 2015-2019 <5 (<15) 50(2,3) [97]
2021 10,6 (5,0)

KpynHbiii poratbiil cKOT ABnAeTcA 6eccMmMnTOMHbIM HocuTeniem STEC 1 ofHUM U3 Hau-
6onee 3HaUMMbIX GpaKTOPOB pUCKa MHPUUMPOBAHMA YenoBeKa. Cpean *KMBOTHbLIX 3TOrO
BMAA BbIAENAT KaTeroputo cyrnepsbligenutenein — ocobei, Boligensawolwmx ¢ dekanmsamm
KoHLeHTpaumio E. coli 0157:H7 =10* konoHneobpasytowwmx eguHil / . NMink 3abonesaemo-
ctn STEC-nHbeKuren y nofen NpUxoanTca Ha Neprop C anpens no CeHTAbpb, YTO CoBMa-
[laeT c 6bonee BbICOKOWN KONOHM3aLMeln KpyrnHoro poratoro ckota STEC B Tennible mecAubl
[15]. Hanbonbluee BbigeneHne Bo3byautena Habnogaetca y TenaT B nepeble 6 MecALEB
XKWU3HW, NOCSIe YEro MHTEHCUBHOCTb BblAENIEHUSI CHUXKAETCA NO Mepe B3POC/IEHUS 1 Pe3Ko
nagaeT nocne 2 neT.
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Ta6bnuua 5
KpynHbie Bcnbiwku STEC u STEC-TYC B Mupe y aeteir (2006-2025)
Table 5
Large outbreaks of STEC and STEC-HUS in children worldwide (2006-2025)
Feorpaduueckuii Uctounnk | Wramm STEC- Puck |Jletanb-
pervoH, nepnopspe- | . o (Stx-Tun) STEC, n IVC n STEC- | HOCTb Nnpm
MeHU [MCTOUHUK] P ! ryc STEC-TYC
Hopserus, Konb6acauns | E.coli 0103:H25 10 o o
02-04.2006 [99] GaparnHbl | (Stx2) 7 (netn) | 00% | 1/10(10%)
I 54/855
epMaHus, . 9
E. coli 0104:H4 855 o, 1 (63%)
?55;(;65.]201 1 MaXuTHiK | oo STEC/EAEC) | 3842 (00 geren) | 222% e 1790
' (1,11 %)
Benukobputanus, E. coli O55:H7 31 13 o o
07.2014 [100] - (Stx2a) (20 petewt) | (11 peren) | 42% | O/31(0%)
Marknia cbip .
OpaHuus, E. coli 026:H11 20 o
03-04.2019[101] W3 CbIPOTO | (g4 - (aeTv) - 0/20 (0%)
MoroKa
Benapych E. coli0111 (64%),
! 0/ - - 0,
09-10.2022 [97, 102] 0145 (9%), 0104 45 1/45 (2,2%)
(9%)
MacHon .
KaHapa, E. coli 0157:H7 359 o o
08-09.2023 [103] PYRETU3 | gy Stx2) (285 geren) | 21 (BE™M) | 7,4% 0721 (0%)
roBsAAVIHbI
Benukobputanus, E. coli 026:H11 o o
10.2023-00.2024 [104] | YXOPPYKT®! | g1y 40 19 (etn) | 47,5% | 0/19 (0%)

XOTA KPYMHbIV poratbii CKOT CNY>KUT OCHOBHbIM pe3epByapom STEC, HakonneHo fo-
CTaTOYHO AaHHbIX, MOATBEPXKAAIOLLMX, UTO OBLbl Y KO3bl TAKXKE MOTYT ObITb NCTOUHVKAMU
Bcnbiwek [105]. 3aperncTpupoBaHO HECKONbKO BCMbILWEK, CBA3aHHBIX C ynoTpebneHnem
3apakeHHON GapaHuHbI nAn ArHATUHBI [33]. Kak 1 y KpynHoro poratoro ckota, STEC-
nHdekuua y oBel 06bIYHO NpoTekaeT 6eccumnTomHo. LLtammbl E. coli, Hocutenamm ko-
TOpPbIX ABNATCA KO3bl, COCOOHBbI NepefaBaTbCsA YeSIOBEKY Yepe3 HeCTePUIN30BaHHOE
KO3b€ MOJIOKO UJI MOJIOYHbIE MPOAYKTbl. KpoMe TOro, MCTOYHMKOM BCMbILLIEK MOXET CIly-
XWUTb 3arpA3HEHHOE MACO OJIEHEeN.

STEC-WITaMMbl, aCCOLMNPOBAHHbIE C OTeYHOI 60J1e3HbI0 CBUHEN (cepoTnnbl O138:H14,
0139:H1 n O141:H4), Kak NnpaBuno, He BCTpeyatoTca y mogen [33]. Tem He meHee ynoTpe-
6neHve MHOMLUPOBAHHOW CBUHVHbI CBA3bIBAJI C HECKONBbKUMY 33af0KYMEHTUPOBAH-
HbiMK BcrnbllwKamm STEC-uHdekuun y niogen. Hanpumep, B KaHage 3apernctpupoBaHa
BCMbILWKA, B XO4e KOTOPOW Y 29 NauneHTOB BO3HUKIN XKeNTlyA0YHO-KULLEYHbIE CUMMTOMbI,
ay 6 pa3Buniacb guapes C npumecbio Kposu [33].

B otnnume ot uenoseka, anAa Kotoporo STEC BbICOKOMATOreHeH U Bbi3blBaeT Mopa-
XKeHue XenyfouyHO-KULLIEYHOro TpaKTa PasfiMYyHON CTeneHu TaxecTu, Bnnotb go MNyc, y
GONbLUMHCTBA >KMBOTHbIX OTCYTCTBYIOT COOTBETCTBYIOLLME PELENTOPb! K LUMFa-TOKCUHY,
YTO MpPEenATCTBYEeT Pa3BUTMIO MATONIOMMUYECKOro npouecca U MOABJIEHUIO XapaKTepPHbIX
cumnToMoB. McknoueHre cOCTaBnAT CBUHbW, obnagaiolive COCyauCTbIMU pPeLenTo-
pamu, YyBCTBUTENbHBIMK K Stx: noc/ie KOMOHU3aUmMn KuleyHrKa wtammamm STEC, npo-
ayumpylowmm Stx2e, y HUX MOXKET pa3BMBATbCA OTeuHas 6onesHb. V3yueHue n MoHu-
TOPVIHT MONYNALMIA XXUBOTHbIX, KOTOPbIE MOTYT CYXuUTb pe3epByapamu STEC n cnocob-
CTBOBaTb Nepefave MHbEKL MU YeNOBEKY Yepes 3arpA3HeHne NPOAYKTOB NUTaHNA 1 BOAbI
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NHOULMPOBAHHBIMU peKanmamm, UMEIOT KpUTUYECKOEe 3HaueHne ana npodunakTmky 3a-

6051eBaeMOoCT 1 SNUAEMMNOSIONMYECKOTO KOHTPONS.

OcHoBHom pe3epsyap STEC — KpynHbI poraTblil CKOT U €ro HaBO3, 3arPA3HAIOLNIA NK-
LeBble NPOAYKTbl U NUTbeBYIO BOAy. K ApYyrMm 3HauyMMbIM pe3epByapam OTHOCAT »KBau-
HbIX >KMBOTHbIX: OBeL, KO3, oneHel, 6yNBOJIOB, NI0CE, aMepuKaHCKMX BU30HOB, a TakXe
OVIKMX CBUHEN 1 KabaHOB. M3yuaeTca ponb nam, anbnak, aHTUIoN 1 AKOB, KOTOpble MOTYT
nepepaBatb UHEKUMIO YeNOBEKY MpK NPAMOM KOHTaKTe C CopepXallM1cA B HeBoJe
YKUBOTHBIMW MM ONOCPEOBaHHO — Yepe3 ¢peKanbHoe 3arpA3HeHne NCTOYHKOB BOAbI,
OBOLL{HbIX NOJIel, 30H OTAbIXA, a TaKXKe NPU yNnoTpebieHn MAca STUX XKUBOTHbIX. Jlowaaun
N CNOHbI He ABNAIOTCA pe3epByapamMm, HO MOTYT BbICTyMNaTb NePEeHOCUMKaMM.

MepeHocumkamn STEC moryT ObiTb U Apyrue MHOUUMPOBaHHbIE MIeKonuTalowme
(kponuku, cobaku, KowwKm, eHoTbl). Coobuianock o HocutenbcTee STEC y foMaluHeln NTu-
Ubl. dNnMaemMmnonornyeckme faHHble yKasblBaloT Ha TO, UTO NTULbI (rony6u, CKBOpPLibI, BO-
pobbu, BbIOPKU, rycKn) CNOCOOHbI NepeHoCUTb BO3OyauTens, B TOM yncne Ha 6onbLune pac-
cToAHMA. [lepeHoCcUKamy Takxe ABAAIOTCA rPbi3yHbl (KPbIChI, MbILK). Pbibbl 1 MONMOCKA
MOTyT noagepratbca KoHTamuHauuu STEC npu 3arpasHeHnn cpefibl Nx obutaHus deka-
NMAMN UHPULMPOBAHHBIX MIIEKOMUTAIOLLMNX, OQHAKO HET JOKa3aTe/IbCTB TOrO, YTO BOAHbIE
opraHu3Mbl nepefatoT Bo30yanTena ApyrM >KUBOTHbIM; OHW BbICTYNAOT B KaYecTBe Tynu-
KOBbIX X0351€B, NepefaBas MUKPOOPraHM3m TOMbKO Mpu ynotpebneHnmn B nuwy. Haceko-
Mble MOTYT UrpaTb BaXKHyl0 ponb B nepefave 1 pacnpoctpaHeHun STEC B oKkpy»KatoLuein
cpepe. STEC O157:H7 Bbigenanu 3 opraHuama gomalHux myx (Musca domestica), myx-
HaBo3HMKOB (Hydrotaea aenescens) 1 xykoB-HaBo3HuMKoB (Catharsius molossus), obuTa-
IOLLIMX Ha XMBOTHOBOZUECKMX dpepMax 1 ApMapKax, YTo AenaeT X 3HauMMbIMU NepeHoC-
ymkamu [106].

HakoHel, nepeHOCUMKOM U pacnpocTpaHuTenem MHGEKUUN MoXeT BbiTb U cam Ye-
noBekK. 3aperucTprupoBaHbl Clyyan 6€CCUMNTOMHOIO HOCUTENbCTBA — NMua 6e3 KNnHW-
yecknx npossneHni 6onesHn, Ho cnocobHble nHbMLMpoBaTb Apyrux. MNepuon Boigene-
Hua STEC y B3pocnbix 06bIYHO COCTaBNAET OKOJSIO OAHON Heflenun Ui MeHee, Torga Kak
y JeTell OH, Kak npasuno, 6onee npofomkutesnbHbii. Bo Bpema Bcnbiwkn O104:H4 B
lepmaHun 6eccumnTomHoe BbigeneHune STEC y feTel oTMeyYanocb B CpefHeM B TeUeHue
30 gHeln nocne obHapyxeHNa Bo30yauTens, B TO BPeMs Kak Y B3pOC/bIX ANUTENbHOCTb
6aKTeproBblAeneHnA napagokcanbHbiM obpasom gocturana 13 Hegenb [106]. Hanbonee
6naronpuaTHaa cpepa ana nepegaum STEC oT yenoBeKka K YenoBeKy — AeTcKue cafpl 1
noma npectapenbix [102].

OcobeHHOCTU pacnpefeneHnsa NOATUMNOB WKNra-ToKCMHa STEC y pa3nnyHbIX X03AeB 1
yefioBeKa npuBeAeHbI B TabN. 6.

MNepepayua STEC uenoBeKy BO3MOXKHa CrefyoLMmM OCHOBHbBIMU NYTAMM:

1) anumeHTapHbIi (NMLWeBON) — ynoTpebneHne B NULLY MACa, MOJIOYHbIX NMPOAYKTOB, a
TaKXe CeNlbCKOXO3ANCTBEHHbIX KyfbTyp (NweHuua, OBOLWMW, 3eNeHb), 3arpA3HeHHbIX
beKannaMm XXUBOTHbIX;

2) anuMeHTapHbIN (BOAHbIN) — ynoTpebneHne NUTbEBOW BOAbI, Cofepallen npumecu
OTXO[ 0B >KNBOTHbIX;

3) KOHTaKTHbI — NpAMan nepefaya OT YeNnoBeKa K YesloBeKY MM OT XMBOTHOIO K Ye-
noBeky, 4to 0OyC/lIOBNIeHO KpaiHe Hu3kon unHbuuupylowein goson [15]. B noa-
TBEPXKAEHME HU3KOW MHOUUMPYIOLWEN [03bl MOXHO MPUBECTU MPUMEPbI U3 LOKY-
MeHTasIbHO 3adUKCUPOBAHHbIX BCMblWwekK: MeHee ogHom KneTku E. coli O111 Ha 10 r
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Ta6bnuuya 6
XapakTepucTuka nogTunos wura-TokcuHoB STEC B 3aBMCMMOCTM OT UCTOUYHMKA BbigeneHus [33]
Table 6
Characteristics of STEC Shiga toxin subtypes depending on the source of isolation [33]
Hocurtenun STEC MoATVNbI WNra-TOKCUHOB
Yenosek stxla
Stx2a Stx2b Stx2c Stx2d
KpynHbiin poratbii CKOT Stxla Stxic
Py P Stx2a Stx2b Stx2c Stx2d Stx2g Stx2e
OsLa Stx1a Stx1c
H Stx2a Stx2b Stx2k
Kosa Stx1a Stx1c
Stx2a Stx2b Stx2c Stx2d Stx2k
Onehb Stx1a Stx1c
Stx2a Stx2b Stx2c Stx2d Stx2g
CBUWHbA Stx2a Stx2e
Kypbl, yTKW, rony6wu, Yaiiku, rycu Stx2f Stx1
[lBycTBOpYaTbIE MONMIOCKN, KPEBETKM Stx2i
[nkne cypkn Stx2h

anIMeanI/Ie: KNPHbIM LIJpI/Id)TOM 0603HaueHbl Hanbonee YacTo Bblgensaemble NoATUNbl TOKCUHOB.

depmMeHTNpOBaHHOI Konbacbl BO BpeMs BCMblKW B ABCTpanuu (1996) [107] n okono

68 knetok E. coli O157:H7 Ha koTneTy ansA rambyprepa BO Bpems BCMbIWKY Ha 3anage

CLUA (1993) [108]. K 3HauuTenbHbIM GakTOpam pricKka Tak»Ke OTHOCUTCA MocCeLleHne

depm, 300MapKOB 1 JPYrX MeCT CoflepaHNA CeNIbCKOX03ANCTBEHHbBIX XKMBOTHbIX, FAe

BO3MO€EH NPAMON KOHTaKT YenoBeka ¢ Hocutenamm STEC.

XoTA nuveBble NPOAYKTbl HE MOTYT PacCMaTPUBATbCA Kak MCTUHHbIE CaMOCTOATESb-
Hble pe3epByapbl STEC, OHU MrpaloT KNYeBYO ponb B deKkanbHO-opasibHON nepefaye
B036yauTena. bonbwurHcTBo Benblwek STEC cBA3aHO € NMpoAyKTamu, He NpoLeawnmm
[OCTaTOUHYIO TEPMUYECKYI0 06pabOTKy, BK/ItOUas roBAAUHY, KOPOBbE MONIOKO, 6apaHuHy,
CBVIHUHY, ONIEHNHY, KO3be MOJIOKO, a TakXe 0BOLLW, COKM 1 opexu [33]. ToBAauHa anutenb-
HOe BpeMsA oCTaBanacb BegyLmnm nctouHnkom STEC, ogHako B nocnefHue rogpl ee fons,
no-smanMoMy, yMmeHbluaeTcsA. COBpeMeHHble BCMbILLKKU BCE Yalle acCoLMUpyoTca C Npo-
OyKTamu, cofiepKallmim Cbipoe MOJIOKO, CO LUMMHATOM, BOAOMPOBOAHOW BOAOW, POCTKa-
Mun paconm (Bcnbiwka B Cakau), canatom mnm naxntHUKom [30, 33]. PocT umcna Bcnblwek,
CBA3aHHbIX C GPYKTamu 1 OBOLLAaMU (POCTKM, LUMMHAT, NATYK, KanycTa, canat), 00bsAcHAeTCA
MX KOHTaMMWHaUMen Ha 3Tanax BblpalnuBaHUs UK NepepaboTKN B pe3ysibTaTe KOHTaKTa C
bekanmaMm JoMaLIHVX N AUKUX XKUBOTHbIX. E. coli cnocobHa coxpaHATb XK13HeCnocoo-
HOCTb B OKpy»aloLlel cpefie B TeUeHne HeCKONbKUX MecALEeB, YTO co3faeT noTeHuman
ONA 3arpA3HEHNA CBEXMX MPOAYKTOB 1 BO3HUKHOBEHUA HOBbIX BCMbILLEK.

Baktepun STEC Takke 06HapyXMBatoTCA B Bogoemax (Mpygax, pekax, o3epax), Konog-
Lax 1 nownkax aNna cKoTa. 3aperncTpupoBaHbl Ciyyan nepegaun nHGeKuumn Kak yepes
3arpA3HeHHY0 MUTbEBYIO BOAY, Tak U Yepes BoAy, NCNOJb3yeMyio ANA peKpeaLoHHbIX
uenen.

[aHHble 13 6a3bl reHOMHbIX nocneaoBatenbHocTen natoreHoB NCBI (The National
Center for Biotechnology Information; goctynHbl no agpecy: https://www.ncbi.nlm.nih.
gov/pathogens/) oTpaxatoT pasHoobpa3ue wrammos E. coli, Hecywnx annenbHble Bapu-
aHTbl reHOB StX, BblAeNeHHbIX U3 Pa3INYHbIX MICTOYHMKOB (BKJtOYaA NuLLEBble MPOAYKTbI),
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Ta6bnuua 7
MoATUNbI WNra-TOKCUHOB, Bbie/IeHHbIX 3 NPOAYKTOB NUTaHUA
Table 7
Subtypes of Shiga toxins isolated from food
MopaTnnbi Stx MpoaykTbl nuTaHua
Stxla [oBAAMHA, KOPOBbE MONIOKO 1 CAIBKM, OBOLLM, MyKa, CBUHMHA, 6apaHUHa, Cblp, ONeHn-
Ha, KO3UiA CblP U MOJIOKO, COK, Opexu, Konbaca, MAco MefiBefisl, 3epHO
Stx1c [oBAAUHA, MONOKO, Cblp, OBOLLM, CBUHWNHA, 6apaHNHA, KO3WI Cbip Y MOMIOKO
Stx1d [oBAAUHA, KOPOBbE MOJIOKO, MyKa, OBOLLM
Stx2a foBAAMHA, MONOKO, CbIp, MOPOXKEHOE, OBOLLM, CBMHUHA, MYKa
Stx2b [oBsAMHA, MONOKO, 6apaHnHa, OBOLLM, ONIEHNHA, KO3WIA Cbip Y MOJTIOKO, MSICO LibINIeHKa
Styac loBAAUHA, MONOKO, Cbip, OBOLLK, BapaHMHa, CBUHWHA, MyKa, ONIEHUHA, KO3 CbIp 1
MOJIOKO, MSICO LibIMfIeHKa, opexu, Konbaca, fecepTt
Stx2d Msco, oBoLK, MOSIOKO KOPOBbe, GapaHuHa
Stx2e loBAAMHA, OBOLLW, MyKa, CBUHWHA, 6apaHuHa, Cbip, MPOAYKTbI U3 KYKypy3bl
Stx2f Osolwu
Stx2g OBoLwy, MyKa, MOPenpoayKTbl, peyHasa Bofa

KoTopble camu no cebe He ABNAIOTCA XO3AeBaMu-pe3epByapamu. B tabn. 7 npneegeHsl
NOATWNbI WNFa-TOKCMHOB M COOTBETCTBYIOLLME NPOAYKTbI, U3 KOTOPbIX Oblnn n30nnposa-
Hbl Npoayumpytowme ux wrammbl STEC.

B ntone 2025 roga B 6a3e 6bino npepactaBneHo okono 486 335 msonatos E. coli n
Shigella. Jona STEC-natoreHoB cocTaBnAna npnbnunsntensHo 30-35% ot obuiero uncna
n3onatos. MpupocT KonuyecTBa HoBbix M3onaToB E. coli / Shigella 3a nepropg c aBrycra
2023 ropa no utonb 2025 roga oueHnBaeTca npumepHo B 150 000-160 000.

B 3AKJTIOMEHUE

3HaHue 3Tronorun 1 anuaemuonorun noctnHoekuroHHoro 'YC nexxut B ocHoBe nep-
BnyHOM npodumnakTmkm STEC-uHdekunn. Ha nHanBMAYanbHOM YpOBHE OCHOBHbIE MOAU-
duumpyemble pakTOpbl pUCKa BKIOYAIOT OTKa3 OT ynoTpebrieHna Cbipoi UM HegocTaTou-
HO Tepmunyeckn o6paboTaHHON roBAAMHbBI, HENACTEPU30BAHHBIX MOJIOYHBIX NMPOAYKTOB,
NIOXO BbIMbITbIX OBOLUEN, 3eNeHn 1 GPYKTOB, a TakKe BOAbl U3 OTKPbITbIX MCTOYHUKOB.
3T Mepbl 0COBEHHO aKTyanbHbl ANA AeTell Mnagwero Bo3pacrta — rpynmnbl HauBbICLLIEro
pvicka pa3sutua 'YC.

KnioueBoe 3HaueHVe UMeIoT r’MrueHa pyK 1 npaBuiibHaa KynnHapHaa obpaboTka npo-
OYKTOB. YunTbiBadA KpariHe HU3Kyto uHdrumpytowyto fo3y STEC, npu BbIABNEHWM BCMbILW-
K1 HeoOXoaMMO He3aMenuTeslbHOe NCKoveHne 3ab0neBLUmnX N3 AeTCKUX U paboumx
KONINEKTNBOB M NPefoTBpaLleHNe X KOHTAKTOB C YleHaMun CEMbM.

lNoBblWeHWe 0CBEAOMNEHHOCTU MeANLNHCKNX PaBOTHNKOB O paHHeN AMarHoCTuKe u
nevyeHun noctnHoekumnoHHoro 'YC, a Takke npoceeLleHre HaceneHnsa (0cobeHHo B cenb-
CKUNX U >KMBOTHOBOZAUECKUX PErMoHax) B BONPOCax IMYHOWN rurneHsl n 6esonacHoro obpa-
LeHWA C NULLeln NO3BONIAT MUHUMN3UPOBATb PUCK NMHOULMPOBaHUA NPOAYKTOB NUTaHNUA
1 BOAbI, OrPaHNYNTb pacnpocTpaHeHne MHPEeKLUN N B KOHEYHOM cyeTe YMeHbLNTb 3a-
6oneBaemMocCTb.
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Pesiome

BBepeHue. [leTckoe OXupeHUe ABNAeTcs rnobanbHon npobsemont. CapKoneHnyeckoe
oxupeHmne (CO) accouumnpyeTtcsi C BbICOKUM PUCKOM KapAUOMETaboNIMUeCKNX OCNIOXKHe-
HUA N HEGNAroNPUATHBIX UCXOAOB, HO OCTAETCS MPAKTUYECKM HEU3YUYEHHBIM B JETCKOM
BO3pacTe.

Lenb. N3yueHne yactotol CO y peten ctaplue 10 net u ero accoumauum ¢ GpyHKLNOHab-
HbIMW BO3MOXHOCTAMM.

Martepmansbi n metoabl. [IpoBegeHO O4HOMOMEHTHOE nccnegoBaHue geten 10-17 ner,
HaXOAUBLUMXCA HA ANCMNaHCEPHOM HabMIOAEHUN C ANArHO30M «OXKUPEHUE» B AETCKUX MO-
NVKNVHMYECKMX oTaeneHnax r. Camapeol. [letAm onpeaeneHa mbllleyHasa cuia KUCTEBbIM
OVHAaMOMETPOM C pacyeTom cunoBoro nHgekca (C). OueHka pucka capKomneHUn ocy-
wecTenAnacb NoO pycckoasbluHom Bepcuu onpocHuka SARC-F. OyHKUMoHanbHoe cocTos-
HUe oueHnBanocb Tectamu «BctaHb n ngm» (TUG) n «Cectb-BcTathb 3a 1 MUHYTY» (1-MSTST).
PesynbraTbl. Bcero B uccnegoBaHme BKoyeHbl 48 naymeHToB (Manbunkos 25 - 52,1%) ¢
MeZriaHHbIM Bo3pacTom 15 (13-16) neT. MeanaHHbinn MUMT o6cnenoBaHHbIX aetein — 30,25
(28,15-34,5), Taxkenoe oxkupeHue BbiABNeHO y 16 (33,3%). 3HaueHne MbILEeYHOWN CUMbl Y
BCEX AeTel Haxoaunocb B npeaenax HopmMbl. MegnaHHoe 3HaveHne CU — 33% (30-42%),
no 3HaueHunto CU BbigeneHbl 3 rpynnbl: ¢ HU3KMM CU (rpynna 1, n=11), CU Huxe cpepHe-
ro (rpynna 2, n=22) n cpegHum 3HayeHnem CU (rpynna 3, n=15). Huskne nokasatenun CA
[IOCTOBEPHO Yallle BCTpeYanucb y ieBoYek: B rpynne 1 u 2 fgeBovek 6b1n10 7 (63,6%) n 14
(63,6%) cooTBETCTBEHHO, TOrAa Kak B rpynne 3 - 2 (13,3%) (p,_,=0,014 n p, ,=0,003). Hns-
ki CU/ valye BbiABNEH y fieTel C TAXKesbIM OXupeHvem (p, ,=0,004 v p, .=0,431). Cpen-
Hun UMT y petein B 1-11 rpynne 6bial JOCTOBEPHO Bbiwe, YeM B 3-i: 35,09+5,42 npotus
30,15+3,83, p=0,018. CU oTpuruaTenbHO KOpPPennpoBas C OKPYXHOCTbio Tanun: r=-0,321,
p=0,026. MepnaHHaa cymma 6annoB no onpocHuky SARC-F coctaBuna 2 (1-2), 1 pebe-
HOK MONyYmn 3Haunmyto cymmy 6annoB. MeguaHHbiin pesynbtaT Tecta TUG coctasun 13,5"
(12-14) 6e3 foOCTOBEPHDBIX pa3nuunini Mexay rpynnamu. Y 44 (91,7%) netein pesynbtathl
Tecta 1-MSTST 6b11 <2,5 NepUeHTWNSA, LOCTOBEPHBIX PA3fINUMI MEXAY rPynnamMu He Bbl-
ABNEHO.
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3aknoueHne. CHMKEHME MbILLEYHOW CUbl MPY OXMpPeHUM BbiaBnaeTca y 23% peten.
MoTeHUManbHbIMKN GaKTOpPaMM PUCKa ABMAIOTCA XEHCKIMIA Non, Bbicokuin UMT n 6onbLuan
OKPYXHOCTb Tannu.
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Abstract

Introduction. Childhood obesity is a global issue. Sarcopenic obesity (SO) is associated
with a high risk of cardiometabolic complications and adverse outcomes, but remains
largely understudied in the pediatric population.

Purpose.Toinvestigate the prevalence of sarcopenic obesity in children and its association
with functional capacity.

Materialsandmethods. A cross-sectional studywas conductedamong childrendiagnosed
with obesity aged 10-17 years who underwent follow-up visits in pediatric outpatient
clinics in Samara. The handgrip strength was measured using a hand dynamometer with
calculation of strength index (SI). The risk of sarcopenia was assessed using the Russian
version of the SARC-F questionnaire. The functional capacity was evaluated using the
Timed Up and Go (TUG) test and the 1-minute sit-to-stand test (1-MSTST).

Results. A total of 48 patients were included (of them, 25 boys (52.1%)) with median age
of 15 (13-16) years. The median BMI was 30.25 (28.15-34.5); severe obesity was identified
in 16 children (33.3%). The handgrip strength was within the normal ranges in all children.
The median Sl was 33% (30-42%). Based on Sl values, three groups were identified: low SI
(group 1, n=11), below-average SI (group 2, n=22), and average Sl (group 3, n=15). Low SI
values were significantly more common in girls: in the groups 1 and 2, girls accounted for
7 (63.6%) and 14 (63.6%), respectively, whereas the group 3 included only 2 girls (13.3%)
(p1—3=0.014 and p,—=0.003). Low Sl was more frequently observed in children with severe
obesity (p;—3=0.004 and p,—=0.431). The mean BMl in the group 1 was significantly higher
than in the group 3 (35.09+5.42 vs 30.15+3.83, p=0.018). Sl was negatively correlated with
waist circumference (r= —0.321, p=0.026). The median SARC-F score was 2 (1-2); only one
child had a clinically significant score. The median TUG test result was 13.5 s (12-14), with
no significant differences between groups. In 44 children (91.7%), 1-MSTST results were
below 2.5th percentile, with no significant differences between groups.
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Prck capkoneHnyeckoro oxupeHus y getei

Conclusion. Reduced muscle strength in children with obesity was identified in 23% of
cases. Potential risk factorsinclude female sex, high BMI, and increased waist circumference.
Keywords: children, obesity, sarcopenia, sarcopenic obesity, handgrip strength

B BBEJAEHWE

Bo Bcem murpe oTMeyvaeTca gpamatnyecKknin pocT pacnpoCTPaHEHHOCTH AETCKOTO OXKM-
peHus: ecnu B 1990 rogy cpeau aeteii 5-19 net gona geten ¢ n3bbITOYHOM Maccol Tena
1 oxmpeHnem coctasnana 8%, To K 2022 rogy ux gona gocturna 20%, 4To COOTBETCTBYET
390 munnuoHam [1]. B Poccuinckon Gepgepaumnm, HECMOTPA Ha BHeAPEHMe NporpaMmm npo-
bUNAKTUKK, PacnpOCTPaHEHHOCTb M30bITOYHOM Macchl Tena y AeTell U NOAPOCTKOB A0-
cTuraet 18%, a oxmpeHuna — 9% [2]. MNpun 3Tom pocT pacnpOCTPAaHEHHOCTN OXNPEHUA ac-
COUMMPOBAH C POCTOM COMYTCTBYIOLLMX 3a00/IEBaHNIA, 3aTPArMBaloLLMX NPAKTMYECKN BCE
opraHbl 1 cuctembl [3]. CapkoneHmnyeckoe oxunpenme (CO) ABNAETCA OTHOCUTENBHO HOBOW
HO30510rYeCcKo GOPMON OXKNPEHNA 1 NPeACcTaBseT cOOON, B 3aBUCMMOCTU OT UCMOSb-
3yeMblX KpUTepureB, COUYETaHNE OXUPEHUA C yMEHbLLEHNEM KONIMYeCTBa Un yXyALLIeHNeM
KauecTBa MbILLIEYHOV MacCbl U/Unun MblwedHon cunbl [4]. CO accouunnpyeTcs ¢ 6onee Bbl-
COKUM PUCKOM KapAVWOMETA00INMUYECKUX OCIOKHEHWUA U HEGNArONPUATHBIX NCXOLOB, HO
00ObIYHO CUMTAETCA MATOJSIOTMEN, XapPaKTEPHOW AJiA MOXKWUIIOTO 1 CTapyecKkoro Bo3pacta.
B metckom 1 NogpoCTKOBOM BO3pacTe JaHHaA MaToslorMa OCTaeTCA MPaKTUYeCKN Heuns-
YUYEHHOW: CapKomMneHuA B feTCKOM BO3pacTe NpenMyLeCcTBEHHO pacCMaTPMBAETCA B KOH-
TEeKCTe TAXKeJIoM coMaTuyeckonm natosorum [5, 6]. Tem He meHee, NO AaHHbIM MeTaaHanun3a,
B 3aBUCMMOCTM OT MUCMOMb3yeMbIX KpuTepues, pacnpoctpaHeHHocTb CO coctaBnseT ot
5,66 0o 69,7% y nesouek n ot 7,2 o 81,3% y manbumkos [3]. C yyeTom faHHbIX O BANA-
HumM CO Ha puUCK pa3BuTMA NpeagmabeTa, MeTabonmuyeckoro CMHAPOMA, HEANTKOTOJIbHOM
Xnposow anctpodum neveru [7, 8], a TakKe KparHe BbICOKON BEPOATHOCTU COXPaHEHA
[IeTCKOro 1 MOAPOCTKOBOIO OXKMPEHUS BO B3POC/IOM Bo3pacTe [9] Heo6xoanmMbl nccnepo-
BaHMA pacnpocTpaHeHHOCTM 1 pakTopoB prcka CO y aAeTeit n NOAPOCTKOB.

B LEJTb NCCJIEOOBAHUA
M3yueHue yactotbl COy feTtent ctapue 10 net v ero accoumauunm ¢ pyHKLUOHaANbHbIMU
BO3MOXXHOCTAMM.

B MATEPWAJIbl W METO/Lbl

MpoBeneHo 0AHOMOMEHTHOE UcCnefoBaHNe AeTein, HAXOAMBLLMXCA Ha ANCMAHCEPHOM
HabniogeHN SHAOKPVHONMOra B AETCKUX MONVKIMHUYECKMX oTaeneHusax MbY3 CO «Ca-
Mapckas ropoackasa nonnknuHmka N2 15» n FbY3 CO «fopoackaa nonmknunHuka M N2 3
r. Camapbi» B nepuog ¢ 01.07.2025 no 30.08.2025 sknounTtenbHo.

Kputepun BknoyeHna — Bo3pact oT 10 4o 17 NOMHbIX NeT, HaXOXAeHne Ha AucnaH-
CEePHOM HabNOAEHNM C YCTAHOBIEHHBIM ANArHO30M «OXKMPEHMEY, COrflacue Ha yyacTrie B
nccnefoBaHnN.

Kputepun HeBKNOYEHNA — CUHAPOMASIbHOE OXMPEHWE, HEBbIMOMHEHNE NHCTPYKLUIA
npv NPoOBefeHnN TeCToB.

C6op aHamMHe3a OCYyLLeCTBASCA MO CMelUranbHO pa3paboTaHHON aHKEeTe, B KOTOPOW
OTMEYaNINCb OCOHBEHHOCTY PAHHErO Pa3BUTUA U NMUTAHWUS, CEMENHbI aHAMHE3, Hannume
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conyTCTBYOWMX 3aboneBaHNA U OCNOKHEHUA OXMPEHWA, MPOBOAUMAA MeaMKaMeH-
TO3HaA Tepanua, CNocobbl CHXKeHNA Beca 1 CyObeKTMBHaA oLeHKa Ux 3G eKTMBHOCTY,
ypoBeHb Ppr3nyeckorn akTMBHOCTW. Bcem geTam npoBoannunch ctaHgapTHble aHTponome-
TpUueckme namepeHus (poct, macca tena, UMT, okpy»KHOCTb Tanuu, nneya, 6egpa, NKpbl)
C panbHenwen OLeHKOW MeTOAOM Z-score C MCnosnb3oBaHuem nporpammbl BO3 WHO
AnthroPlus. OueHka IMT Ha MOMEHT OCMOTpPa NPON3BOANNACh B COOTBETCTBUN C KpUTe-
puaMu AMepUKaHCKOW akafeMum neguatpum: n3bbiTouHasa Macca Tena ycTaHaBnmBanach
npu UMT B npegenax oT =85 go <95 nepueHTUNA AN COOTBETCTBYIOLIEro nosa v BO3-
pacta, oxunpeHune — npu UMT =95 nepueHTuns, tTaxxenoe oxupenue — npu AMT =120%
95 nepueHTnna [10]. Takke BceM feTAM NPOBEAEHO OLHOKPATHOE M3MepeHue apTepu-
anbHoro gasneHus (A[l) c oLeHKOM B COOTBETCTBMM C pekoMeHpaumamn EBponenckoro
obulectBa runepTeHsuu [11]. MblweyHyto cuny onpeaenany KUCTeBbIM AUHAMOMETPOM
AOM>3P-120-0,5 nyTem TpexKkpaTHOro n3mepeHus ¢ GrkcaLmen MakcMmanbHOro pesynbra-
Ta. Cunoow nHgekc (C) 6bin paccumtaH no dopmyne: CU = mbiweyHas cuna / m x 100%.
B cBA3u c otcytcTBUEM ctaHgaptoB CU B geTckom Bo3pacte Hu3Kum CU cumTanca npwm
3HavyeHUn <30%, Hmxe cpeaHero — <40% [12]. OueHKa pncka capKoneHUn ocyLLecTBA-
nacb No pyccKosA3blyHOM Bepcumn onpocHmKa SARC-F. QyHKUMOHanbHoOe cocTosAHMe oLe-
HuBanocb Tectamm «BctaHb u nam» (Timed Up and Go, TUG) 1 «CecTb-BCTaTb 3@ 1 MUHYTY»
(1-Minute Sit-to-Stand, 1-MSTST).

Matepuanbl nccnegoBaHua ObUIM NOABEPrHYTbl CTAaTUCTMYECKOW 0bpaboTke € MC-
NnoJsib30BaHMEeM METOLOB MapaMeTpUUeCcKoro 1 HermapameTpuyeckoro aHanmnsa. Hakonne-
HMe, KOPPEKTUPOBKA, CMCTeMaTM3aUmnAa UCxogHoW UHGopMaL M 1 BU3yanusauua nony-
UEHHBIX Pe3ynbTaToB OCYLECTBAANNCD B NEKTPOHHbIX Tabnuuax Microsoft Office Excel
2016. CTaTUCTMYeCKUI aHanM3 NPOBOAWNICA C MCMOJMIb30BaHMEM nporpammebl Statistica
13.3 (pa3paboTumk StatSoft.Inc). KonnuectBeHHble MOKa3aTenu ouUeHWBaNuCb Ha npeg-
MeT COOTBETCTBUA HOPManbHOMY pacnpefeneHunto, AnA 3TOro NCMNOoNb30Banca KpUtTepui
LWanmpo - Yunka. B cnyyae onncaHvA KOAMYECTBEHHbIX NOKasaTesien, NMeLWwmnx Hop-
MasibHoe pacnpefieneHune, NoNyyYeHHble AaHHble 0ObeUHANNCL B BapraLMOHHble PAfb,
B KOTOPbIX NPOBOAMICA pacUeT CpefHuX apndmeTnyeckmx sennumH (M) n cTaHgapTHbIX
OTKNoHeHun (o). COBOKYMHOCTM KOMMYECTBEHHbIX MOKa3aTefiel, pacrnpefeneHne Ko-
TOPbIX OTINYANOChb OT HOPMaNbHOrO, OMMUCHIBASINCL NPX MOMOLLM 3HAYEHUIN MegunaHbl
(Me) n HuxHero n BepxHero kBapTunen (Q1; Q3). HomnHanbHble AaHHbIE ONMNCbIBANINCH
C YKa3aHuem abCoMOTHbIX 3HAYEHUN U NPOLEHTHbIX Aonei. [pu cpaBHeHUN cpelHuX
BESINYNH B HOPMANbHO pacnpefeneHHbIX COBOKYNMHOCTAX KONNYECTBEHHbIX AaHHbIX pac-
cuntbiBanca t-kputepun CrblogeHTa. [InA cpaBHeHMA HeE3aBUCKMMbIX COBOKYMHOCTEN B
Cny4Yasax OTCYTCTBMA NPU3HAKOB HOPMaJIbHOrO pacnpefeneHnsa faHHbIX MCNOoNb30Banca
U-kpuTepuin MaHHa — YutHu. Paznnuua nokasartenen cuntanmcb CTaTUCTUYECKN 3HaUYNMbI-
MW, eCNU p-3HaueHne BbiNo MeHbLie YPOoBHA 3HaunmocTu 0,05. CpaBHeHUE HOMUHANbHbIX
JaHHbIX NPOBOANNOCH NPU NoMoLLmn KpuTepua X MNupcoHa. B Tex cnyvasx, Korga uncno
OXMAAeMblX HabMoAeHWI B OO0 U3 AYeeK YeTblPeXnosibHOM Tabnuubl 6610 MeHee 5,
[NA OLEeHKN YPOBHA 3HAUYMMOCTU PasfNnyunin NCNosib30Banca TOUHbIN Kputepun Ouiiepa.
C uenblio N3yyeHnaA CBA3N MeXAy ABNEHNAMU, NPeACcTaBNEeHHbIMY KOMYECTBEHHbIMU AaH-
HbIMW, pacnpegesnieHre KOTOpbIX OT/INYaN0Ch OT HOPMaJIbHOrO, NCNOMb30BaICA Henapa-
METPMYECKMIA MeTOA — pacyeT KoapduumneHTa paHroBo koppenaumm CnnpmeHa.
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B PE3YJIbTATbl N OBCYXOEHUE

Bcero B nccnepgoBaHme BKOYeHbl 48 nauneHToB (ManbumkoB 25 — 52,1%) B Bo3pac-
Te oT 10 go 17 net (MegmnaHHbin Bo3pacT 15 (13-16) net). PocT BCex aetei 6bin B npe-
[enax cpegHux 3HayeHun. MeguanHbin UMT obcnegoBaHHbIX petenn coctaBun 30,25
(28,15-34,5), npn 3TOM TAXKENoe OXMpPeHMe, COrNacHO BbllleyKa3aHHbIM KPpUTEPUAM, Bbl-
ABneHo y 16 (33,3%). Ewe 4 (8,3%) pebeHKa Ha MOMeHT 06CcnefoBaHUA CHU3UAW BEC U
nepeLny B KaTeropuio n3ObITOYHOM Macchl Tena. OKpPYKHOCTb Tanuu >90 LeHTUNA ycTa-
HoBneHay 39 (81,3%) peten.

ConyTcTBytolme 3aboneBaHna Habnoganucb y 20 (41,7%) feTen, Npu 3STOM CTPYKTYpa
3aboneBaHWin He OTNIMYaNach OT TaKOBOW B 00LLei AeTCKOM NoNynALmMmn — Hanbonee Yacto
BCTPeYanuncb 3abosieBaHNA AblXaTeIbHON CUCTEMbI (XPOHNYECKNIA TOH3UANUT U afeHou-
anT - 12 (25,0%), 6poHxmanbHasa actma — 3 (6,3%)). 3aboneBaHus rnasa u ero npuaaToy-
HOro annapara ycTaHoBneHbl y 8 (16,7%) peteir, 3aboneBaHnsA ONOPHO-ABUTaTENbHON CU-
ctembl -y 5 (10,4%), natonorua XKT -y 4 (8,3%). B 3 (6,3%) cnyyaax y geten C oxnpeHem
yCTaHOBNEHbI Apyrue 3aboneBaHnA SHAOKPUHHOWM CUCTEMbI: TMMOTUPEO3, SHAEMUYECKUIA
3006 1 TMpeonauT, n3 HKX 1 (2,1%) nauueHT nonyyan 3amecTuTenbHyto Tepanuio. Ocnox-
HeHWe oXUpeHus B BUAe npepanabera yctaHoBneHo 3 (6,3%) fetam, apTepranbHON ru-
nepteHsunn - 7 (14,6%).

Ba)KHbIM paKTOpPOM pa3BUTUS AETCKOTO OXKUPEHNSA, MOBbILLAOLWMWM €r0 PUCK HE MeHee
yeMm B 2 pasa, ABNAETCA U3BbITOUHBIV BeC UNu oxumpeHune y poguteneii [13]. Mpwu n3yue-
HUWN CEMENHOro aHamMHe3a U aHaMHe3a M3HW YCTaHOBJIEHO, UTO AnsA obcrefyembix fe-
Tel XapaKTepHa KpaliHe BblCOKaa Hac/eACTBEHHas OTAroWeHHOCTb. Tak, Hannune pop-
CTBEHHMKOB MepBOW JINHWUM POACTBA C N3ObITOYHBbIM BECOM WU OXKUPEHVEM BbISIBIEHO
y 41 (85,4%) pebeHka. Takxe KpaliHe BbICOKAa OTArOLLEHHOCTb CEMENHOro aHamHe3a Mo
cepaeyvHo-cocyancTbiM 3aboneBaHuam (37 - 77,1%) n caxapHomy anabety (29 - 60,4%)
Y POLACTBEHHUKOB MEPBOW U BTOPOW IMHUUN POACTBA, YTO CYLIEeCTBEHHO MOBbILIAET PUCKHU
TSXKENIoro oXupeHna n GopmmnpoBaHna MeTabosinyeckoro cuHgpoma [14].

B nocnenHme ropbl 605blioe BHUMaHWeE yaensaeTca 3afilepKke BHYTPUYyTPOOHOro pas-
BUTMA Kak BO3MOXHOMY daKTopy pUcKa oxunpeHus B aanbHerwem [15]. Cpeaun obcneno-
BaHHbIX IeTel C OXKUPEHNEM B HaLLEM UCCNEA0BAHNN LOMA POXAEHHbIX HEAOHOLEHHbIMM
U ManoBeCHbIMK Gbina Bbilwe, yem no PO B uenom [16]. Tak, poXKaeH HedOHOLEHHbIM
6b11 1 (2,1%) pebeHoK, ManoBecHbIMY (BeC Npu poxaeHun <2400 r gna gesoyek 1 2500 r
ana manbunkos nnm UMT <-2SD) - 7 (14,6%). Mpwu 3ToM YacToTa Makpocommu (>4000 r) co-
cTaBuna 6 (12,5%), uto He oTAnyaeTca oT obulen nonynaumm [16]. TakxKe ana getemn C oxu-
peHuem XxapaKTepHa LUMPOKas pPacnpoCTPaHEHHOCTb UCKYCCTBEHHOrO BCKapMUBaHUA,
KOTOpOE ABMAETCA U3BECTHbIM GAKTOPOM PUCKA AETCKOrO OXMPEHUA: C POXKAEHMA UK B
nepsble 3 MecALa Ha NCKYCCTBEHHOM BCKapMBaHUu Haxoaunuch 20 (41,7%) peten.

AHanu3 aHamHe3a 3aboneBaHuA MokKasan, uto B 6onblnHcTBe cnyyaeB (30 — 62,5%)
ne6ioT 3aboneBaHMA NPUXOAWMCA Ha BO3pacT npeanybepTaTta. B mnagwem WKonbHOM
BO3pacTe OXKupeHue BO3HUKIO y 12 (25,0%) peteii. MNpu 3tom ansa 6onblumHctea (35 —
72,9%) netei xapakTepHa nocteneHHasa nprnbaeka Beca, CKaykoobpasHblii poCT oTMeYan-
CA TONbKO Y TPETU JeTel.

MouTtn Bce petn (46 — 95,8%) NnpeanpUHMMaNy NONbITKWU CHA3WUTb BEC Pa3INYHbIMK Me-
Topamu. Hanbonee yacto fetn npuberanu Kk Gr3nyecknm Harpyskam Kak K cnocoby KoH-
Tpons Beca — 36 (75,0%), 3 Hux 6 (12,5%) — 6e3 u3meHeHWiA B NUTaHUU. BTopbim no nony-
NAPHOCTM METOAOM CHUKEHMA BeCa OblN Pa3fnYHbIe BapMaHTbl OrPaHNYMTeNIbHbIX ANET,
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K HUM npuberanu 25 (52,1%) peten. OrpaHnyeHne NopLni U NOACYET KaNOPUIHOCTY OT-
MeueHbl B 13 (27,1%) cnyyasx, ronofgaHme unam sKCTpemManbHOe orpaHuyeHre Kanopui-
HocTu — B 9 (18,8%), «<NpaBusibHOe NuTaHue» — B 4 (8,3%). K meankameHTO3HOI Tepanuu
OXUPEHMA BbINM BbIHYXAeHbI NpnberHyTb 5 (10,4%) OeTen, U3 HUX NOYYalOT arOHUCTbI
peLenTopoB rnoKaroHonogobHoro nentuga-1 - 2 (4,2%). Cy6bbekTmBHoe BocnpuATUe
OeTbMW pe3ynbTaToB NOMbITOK CHMXKEHMA Beca NoKa3ano, uto TpeTb geten (17 — 35,4%)
oTMeuvana nonoXxmTenbHbln 3gdeKT. Ha HeNnonHbIN Uy HegocTaTouHbIn 3ddeKT yKasanu
5 (10,4%) peten, Ha BpemeHHbIn 3ddeKT ¢ nocnegytowmm Habopom Beca — 9 (18,8%). I¢-
bEeKT OT NOMbITOK CHMXKEHMA Beca NOTHOCTbIO OTCYTCTBOBAS NO MHeHWo 16 (33,3%) petei.

O6Lwaa NpoaoMKNTENbHOCTL GU3NYECKON akKTUBHOCTM Yy AeTen cocTaBuna 15 (8,5-
21,15) yacoB B Hepenio, U3 HUX BbICOKOW MHTEHCMBHOCTU O yacoB (Bcero noboi npo-
pomxutenbHoctn — 11 (22,9%), megnaHHasa npogomknutenbHocTb — 1 (0,65-2,5) yac B He-
[enio), ymepeHHomn nHteHcnsHoctn 0 (0-2) yacos (Bcero nbo NPOAOIKUTENBHOCTMN —
16 (33,3%), MmegmaHHaA NPOJOIKMNTENBHOCTb — 2 (2-5,5) Yaca B Hefesnto), HU3KOW NHTEH-
cnBHoctn 14,5 (7,5-20) yaca B Hepgento.

MeaunaHHoe 3HaueHne MbiLeYyHOM cubl coctasmno 29,75 (25-40,25) gH ny Bcex geten
HaxoAMnocCb B Npegenax HopMbl Af1A COOTBETCTBYIOLLEro Bo3pacTa 1 Nosa, YTo oTBevaeT
JaHHbIM UCCnefoBaHUN, NOKa3bIBaOLWMM NPAMYIO 3aBUCMMOCTb aHHOrO NokasaTensa ot
Beca [17]. Mpwn 3TOM MegmaHHoe 3HaveHne CU coctaBuno Bcero 33% (30-42%). Huskum
CU obHapyxeH Yy 11 (22,9%) peTein, HUXe cpefHero -y 22 (45,8%).

Mo 3HayeHuio CU petu pasgeneHobl Ha 3 rpynnbl: ¢ HU3KuUM CU (rpynna 1, n=11), CA
HWXe cpefHero (rpynna 2, n=22) n cpegHum 3HaveHrem CU (rpynna 3, n=15). Mpwn cpas-
HeHUM rpynn o6Hapy»eHo, UTo HU3KKe nokasatenu C/ poctoBepHO yallle BCTpevanuchb y
[leBOYeK: B rpynne C HU3KNM 1 Huxe cpepHero CU peBouek 6bino 7 (63,6%) 1 14 (63,6%)
COOTBETCTBEHHO, TOrAa Kak B rpynne co cpeaHnm CA -2 (13,3%) (p, ,=0,014 n p, ,=0,003).
Huskun CY valle BbiABNEH y AeTei C TAXKeNblM OXMpeHnem (CM. pUCyHOK) (p1_3=0,004 n
p, ;=0,431), n cpeaHnn UMT y peteit B 1-1 rpynne 6bi1 LOCTOBEPHO BblLLE, YeM B 3-1 rpyn-
ne: 35,09+5,42 npotme 30,15+3,83, p=0,018. Takke C/ oTpuuaTenbHO Koppenuposan
OKpYyXHoCTbto Tanun: r=-0,321, p=0,026.

Mpw 3TOM rpynnbl He OTNNYANUCH MO GONBLIMHCTBY KIIMHUKO-aHaMHECTUYECKNX 0CO-
6eHHocTen (cM. Tabnuuy). HecMoTpA Ha TeHaeHUMo K Gosbluemy YPOBHIO du3myeckon
aKTUBHOCTU, B TOM UMCie Kak CNocoby KOHTPONA Beca, AOCTOBEPHbIX Pa3fNuniil Mexay
rpynnamm He Nony4eHo.
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YacToTa TAKENOoro oxXupeHnsa y Aeten ¢ pasnnyHbim 3HauyeHnem CU
Frequency of severe obesity in children with different handgrip strength index
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KnnHuKo-aHaMHecTUYecKne XapaKTepucTuKm aereii c pasibim CU
History and clinical presentation of children with different handgrip strength index

KnuHuko-aHamHecTn4yeckune ocoben- | Mpynna i, lpynna 2, lpynna 3,

HOCTUN n=11 n=22 n=15 P.s P2
OTAroweHHbIN ceMeHbIfl aHaMHe3

OxnpeHne 9(81,8%) 19 (86,4%) 13 (86,7%) 1,0 1,0
i;gf:;;a”“" CepAguHo-cocynncTon 9(81,8%) 14 (63,6%) 14 (93,3%) 0,556 | 0,056
CaxapHblin gnabet 7 (63,6%) 12 (54,5%) 10 (66,7%) 1,0 0,514
Ucnonb3oBaHne MefuKamMeHTO3HOrO fieYyeHns

?:s:gz;;wble rMNornnkemmnyeckmne 1(9,1%) 2(9,1%) 1(6,7%) 10 10
:;%:2Cr;b|l-|zs$:;:1p03 rNII0KaroHomno- 1(9,1%) 0 1(6,7%) 10 10
ApTepunanbHas runepreHsnsa

B aHamHe3e 2(18,2%) 1 (4,5%) 2(13,3%) 1,0 0,554
2-1 CTeNeHN No pesynbraTam 0CMOTPa 6 (54,5%) 11 (50,0%) 8(53,3%) 1,0 1,0
Cnoco6bl CHMKeHUsA Beca

KoHTponb pasmepa nopumn 4 (36,3%) 5(22,7%) 4 (26,7%) 0,683 |1,0
OrpaHnunTenbHble ANETbI 6 (54,5%) 13 (59,1%) 6 (40,0%) 0,692 |0,325
ﬁl,glc-ch;nHmeanaﬂ dusmueckasn akTmBe- 7 (63,6%) 17 (77,3%) 12 (80,0%) 0407 | 1,0
Cy6beKTUBHAsA OLleHKa NONbITOK CHINKEHUA Beca

OtcyTcTBME 3ddeKTa 6 (54,5%) 7 (31,8%) 3(20,0%) 0,103 /0,480
BpemeHHbIii 3pdeKkT 2(18,2%) 3(13,6%) 4 (26,7%) 1,0 0,408
HenonHblin 3ddekTt 1(9,1%) 2(9,1%) 2 (13,3%) 1,0 1,0
Hannune adpdekrta 2 (18,2%) 9 (40,9%) 6 (40,0%) 0,395 1,0
YpoBeHb $pU3nUeCcKoi akTUBHOCTH, Yac/Heaenio

BblCOKOW MHTEHCUBHOCTU 0(0-0,1) 0 (0-0) 0 (0-0) 0,833 |1,0
CpepHeit UHTEHCUBHOCTA 0(0-1) 0(0-1) 0(0-2) 0,310 /0,200
HW3KoM MHTEHCMBHOCTUN 9 (6-13,75) 15 (10-20) 15 (8-30) 0,168 |0,840

MegawvaHHasa cymma 6annoB no onpocHunky SARC-F coctaBuna 2 (1-2), npu 3ToM TONbKO
1 (2,1%) pebeHOoK nonyumnn 3Haummyto Cymmy 6ansnoB, UTO FOBOPUT, BEPOATHO, O HU3KOW
YYBCTBUTENbHOCTN OMPOCHMKA M COOTBETCTBYET pe3yfibTaTaM UCCeAoBaHWN Ha ApYruxX
nonynAumaAx nauneHTos [18].

MegawvaHHbi pe3ynbtat Tecta TUG coctaBun 13,5" (12-14), y 10 (20,8%) yenoBek Bpe-
Ms NMPOXOXKAEHMA TecTa 6bifo >14", fOCTOBEPHbIX PA3INYUIA MO rPyNnaM o6HapyKeHO
He 6bln0. 3aTpygHeHNA NPW BbINOIHEHNM TecTa (HeyBepeHHasa MoXoAKa, NoTeps paBHO-
BECUA, KOPOTKME LIary, OTCYTCTBME ABVIXKEHUN pyKamu, NMPpUAEePKMBaEeTCA 3a CTEHbI UN
npeaMeTbl, WapKaHbe, MOBOPOT rofioBbl, TYNOBULLA 1 Ta3a efMHbIM 6I0KOM) NCMbITbIBANM
9 (81,8%) peten 1-1 rpynnbl, 12 (54,5%) 2-n rpynnbl 1 8 (53,3%) 3-i rpynnbl (p>0,05).

Tect 1-MSTST u3-3a 6051 B KoneHe He cMmor BbiNofHUTb 1 (2,1%) naumeHT (1-A rpyn-
na). Y 44 (91,7%) peteir pe3ynbraTbl Obin <2,5 NepuUeHTUNIA AJj1s COOTBETCTBYIOLLErO
nosia U BO3pacTa, MeAuaHHbI pesynbtat — 25 (22,5-30) NOBTOPEHUI, JOCTOBEPHbIX
pasnnMunii Mexgy rpynnamum He BblABNEHO. [1A MCNonb30BaHHbIX QYHKLMOHANbHbIX
TeCTOB YCTaHOBJIEHA oTpuuaTenbHaa kKoppenauma (r= -0,322, p=0,027). Kpome ToOro,
Tect TUG KoppenupoBan C MPOAOSIKUTENIbHOCTbIO (U3MYECKON aKTUBHOCTU HU3KOW
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UHTEHCMBHOCTM (r= —0,317, p=0,028). NonyuyeHHble pe3ynbTaTbl B LLeOM COOTBETCTBYIOT
KpalHe orpaHMYeHHbIM JaHHbIM ApYrux nccnefoBaHuii. Hanpumep, no pesynbtatam 06-
cnepoBaHMA 95 feTelt C OXKNPeHNeM 0Ka3anoch, YTO TECT 6-MUHYTHOW XOAbObI HEraTVBHO
KoppenupyeT C NPOLEHTOM XXMPOBOW Macchbl, onpefeneHHon metogoM bruonmnenaHco-
meTpum, n UMT, Toraa Kak Tect TUG NofoXunTenbHO KoppennpyeT C NPOLEHTOM »KUPOBOW
maccbl, UMT n nngekcom Tanua — 6egpa [19].

B 3AKJTIOMEHUE

CHMXEHMe MbILLIEYHON CUIbl MPU OXUPEHUN BbiiBNAeTcA y 23% peteld. [oTteHumanb-
HbIMW GpaKTOpaMmn prcKa ABMAIOTCA XEHCKMI Mo, Bbicokmin IMT n 6onbluas oKpy»KHOCTb
Tanuu. [pn 3TOM CKPUHMHTOBbIE OMPOCHUKN ANA B3POCIIbIX ABAAIOTCA Mano Nogxoaamnm
WHCTPYMEHTOM [N1A BbIABNEHUA [eTell C BOSMOXHOWN capKkoneHuen. ina abconioTHoro
yrcna geter C OXKMPEHNEM XapPaKTEPHO CHXKeHUe GYyHKLMOHaNbHbIX NOKa3aTeseln, KoTo-
poe oTpuuaTtesibHO KOppenupyeT C NPOAOIKUTENIbHOCTbIO ObITOBOIN aKTUBHOCTY HNU3KOM
WNHTEHCUBHOCTW.
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Pesiome

Liennb. MpoBecTu cpaBHUTESIbHBIN aHaNN3 YPOBHSA CbIBOPOTOYHOIO Tpombono3atuHa (TrO)
y peteil C TpoMOOLUTOMNEHNEN 1 OLIeHWUTb BO3MOXHOCTb MCMOMb30BaHUA faHHOro 6uro-
MapKepa B KIUHWYeCKON npakTuke ana anddepeHUmnanbHON ANAarHOCTUKA UMMYHHO
TpombouuToneHum (UTMN) n annactuyeckon aHemun (AA).

Matepuanbl u metogbl. 3a nepuog c 1 ceHTAbpPa 2024 no 30 Hoabps 2025 roga Hamun
6bI1 onpefenieH ypoBeHb cbiBopoTouHoro TMO y 57 nmauneHToB C TpoMbouunToneHmen
B Bo3pacTe oT 1 go 17 net (megmaHa 11 net), rocnuTanmanpoBaHHbix B POKB — dunuan
OrAOY BO PHUMY um. H.W. Muporosa MuH3zgpasa Poccun. COOTHOLIEHUE MaNbuMKOB 1
neBoyek coctaBmno 1:1 (28 manbunkos, 29 geBouek). V13 Hux y 13 geten (10 Manbunkos,
3 peBoukM) B ganbHenwem 6bina BepuduumposaHa AA, y 44 naumeHToB (18 ManbumKos,
26 peBoyek) — UTT. B KoHTposnbHyto rpynny oy 62 pebeHka B Bo3pacte oT 1 go 17 net
(MegmaHa 12 neT), KOTopble He MMeNX reMaTonornyecknx sabonesaHmini. COoTHoWeHne
ManbymMKoB 1 AeBoyek coctaBuio 1:1,2 (28 manbumkos, 34 geBoukm). YposeHb TIMO n3-
MepPANCA NPY NOMOLLM METOAA KONMYECTBEHHOTO TBEPAOPA3HOrO UMMYHOEPMEHTHOIO
aHanusa (MOA) Tmna caHpsuy. CpegHAa MUHMMaNbHaA namepsaeman KoHueHTpauma TMNO
y BaHHOro Habopa coctaBnsana 7,45 nr/mn, MakcumarbHas — 5000 nr/mn. CtaTuctnyeckas
obpaboTka pe3ynbTaToB NpoBoAmiack ¢ nomotbio nporpamm Microsoft Office 2016,
Microsoft Excel 2016.

Pe3synbraTbl. [laumeHTbl B rpynne TPOMOOLMTONEHUIA N KOHTPOJSIbHOW rpyrnne He OTiu-
yanucob no nony n Bospacty (p=0,280), HO 3HAUMMO OTANYANNCL MO KONNYECTBY TPOMOO-
uutoB (p<0,000) 1 yposHto cbiBopoTouHoro TIMO (p<0,000). Mocne npoBegeHMA NOAHOrO
KNMHUKO-AMarHocTuyeckoro obcnefoBaHna rpynna nayueHToB ¢ TpomboLuuToneHuen
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6blna pa3geneHa Ha 2 noarpynnbl: nauneHTbl ¢ UTM v nayueHTsl ¢ AA. Tpun cpaBHeHMM Na-
LIMEeHTOB KOHTPOMbHOW rpynmnbl 1 nogrpynnbl aeteli ¢ AT He 6bino BbiABNEHO JOCTOBEP-
HbIX OTANYMI No Bo3pacTy (p=0,394) n cpegHemy ypoBHIo cbiBopoTouHoro TMO (p=0,147).
Mpu cpaBHeHUn nogrpynn naumeHToB ¢ UTM n AA He 6b110 BbIAABIEHO CTaTUCTUYECKU
3HaUMMBbIX OTNIMUMIA No Bo3pacTy (p=0,227) n konnyecTBy Tpomboumutos (p=0,072). Mpun
3ToM B rpynne nauueHTos ¢ AA cpefHuiA ypoBeHb cbiBopoTouHoro TIO 6bin B 26,3 pasa
Bbllle, Yem B rpynne naymeHToB ¢ UTI, n B 23,8 pas3a Bbllle, YeM Y NaLeHTOB KOHTPOSb-
HOW rpynnmbil.

3aknioueHne. OnpegeneHne ypoBHA CbiIBOPOTOUHOro TINO mMoxeT umeTb AnarHocTuye-
CKYI0 LUeHHocTb ana anddepeHumanbHom anarHoctuku UTM n AA, NpoACHAA OCHOBHYIO
npupoay TPOMOOLUTONEHWM 1 YYULLasA KIMHUYECKYIO MHTepnpeTauuio, NOCnyXnTb 6a-
3001 AnA co3aaHnsA HEMHBa3UBHOIO ANArHOCTUYECKOrO aNroprTMa, HanpasfIeHHOro Ha on-
TUMK3aLUMIo NeyeHns naumeHToB. KonnuectBeHHO oueHuBas ypoBHU TMO, KNUHALKCTbI
MOTYT nyuylle NPOrHO3MpoBaTb TepaneBTUYECKUI OTBET Ha Tepanuio aroHuctamu TMO-
peLenTopoB 1 ONTUMU3NPOBATb UHANBKAYANIbHbIE CTPATENMU IeUEHMS.

KnioueBble cnoBa: TpOMOOMNO3TUH, A€TH, UMMYHHasA TpoMboUMToNeHMs, aniacTuyeckan
aHemuA
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Abstract

Purpose. To conduct a comparative analysis of serum thrombopoietin (TPO) levels and
to evaluate the possibility of using this biomarker in clinical practice for differential
diagnosis of immune thrombocytopenia (ITP) and aplastic anemia (AA) in children with
thrombocytopenia.

Materials and methods. During the period from September 1, 2024 to November 30,
2025, we determined serum TPO levels in 57 patients with thrombocytopenia aged 1 to
17 years (median 11 years) who were hospitalized in the Russian Children’s Clinical
Hospital of the Pirogov Russian National Research Medical University, Moscow, Russia.
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The ratio of boys to girls was 1:1 (28 boys, 29 girls). Of these, AA was subsequently verified
in 13 children (10 boys, 3 girls), and ITP in 44 patients (18 boys, 26 girls). The control
group included 62 children aged 1 to 17 years (median 12 years) with no hematological
diseases. The ratio of boys to girls was 1:1.2 (28 boys, 34 girls). The level of TPO was
measured using a sandwich-type quantitative solid-phase enzyme immunoassay (ELISA).
The average minimum measured TPO level in this set was 7.45 pg/ml, the maximum was
5000 pg/ml. Statistical processing of the results was carried out using Microsoft Office
2016 and Microsoft Excel 2016 programs.

Results. The patients in the thrombocytopenia group and the control group did not differ
in gender and age (p=0.280), but differed significantly in the platelet count (p<0.000)
and serum TPO level (p<0.000). After a complete clinical and diagnostic examination,
the group of patients with thrombocytopenia was divided into 2 subgroups: patients
with ITP and patients with AA. When comparing patients in the control group and the
subgroup of children with ITP, no significant differences were found in age (p=0.394) and
mean serum TPO level (p=0.147). When comparing the subgroups of patients with ITP and
AA, no statistically significant differences were found in age (p=0.227) and platelet count
(p=0.072). Moreover, in the group of patients with AA, the average level of serum TPO was
26.3 times higher than in the group of patients with ITP, and 23.8 times higher than in
patients in the control group.

Conclusion. Determining serum TPO levels may have diagnostic value for differential
diagnosis of ITP and AA, clarifying the underlying nature of thrombocytopenia and
improving clinical interpretation, and may serve as a basis for creating a non-invasive
diagnostic algorithm aimed at optimizing patients’ management. By quantifying TPO
levels, clinicians could better predict the therapeutic response to TPO receptor agonist
therapy and optimize individual treatment strategies.

Keywords: thrombopoietin, children, immune thrombocytopenia, aplastic anemia

B BBEJAEHWE

AroHMCTbl TPOMOOMO3TUHOBBIX PELIENTOPOB, TakMe Kak POMUMIIOCTUM, nTpomMbonar
M aBaTpoMboMar, B HacTosiLLee BPeMs aKTVBHO MCMOMb3YOTCA ANA fleueHns 3aboneBa-
HWIA, CONMPOBOXAALMUXCA TpoMbouuToneHnen. MHOrounCIeHHble NCCIeioBaHWA, NPO-
BefEeHHble Ha MaLMeHTax cTaple 18 fieT, noKasanu, YTo ypoBeHb TpombonoatuHa (Tr0)
B CbIBOPOTKE KPOBU MpPUW MMMyHHOI TpombouutoneHun (UTI), annactnyeckon aHemMmm
(AA) n mnenogucnnactnyeckom cmHgpome (MAC) pa3nnueH n MoXeT NOBbICUTb TOYHOCTb
OMArHOCTMKM 1 ONTMMM3NPOBATb JIeYeHMe NaLNEHTOB.

TMNO - 3To rMMKONPOTEWNH, BbIpabaTbIBaOWMIACA NeYEHbI, MOUYKaMM, CTPOMOWN KOCTHO-
ro Mo3ra u HeKoTopbIMU ApYrumu TKaHAamKu. TNO oTHOCKMTCA K LUTOKMHAM | Knacca, AB-
NAACb OCHOBHbIM $akTopoM AnddepeHLpoBKK Merakapuoumtos (MKL) n BbipaboTku
TpombouwuToB [1, 2]. CurHan TIMO onocpepyeTca Yepe3 cneunduyeckue peuentopbl Mpl
[3], KoTOpble 3KCNpeccupytoTca NpenmMyLlecTBeHHo Ha MKL, TpombouuTax, remaHrmobna-
CTax 1 reMono3TMYecKmx cTBoNoBbix kKnetkax (FCK). HapyweHus B perynauum TMO u pe-
uentopa Mpl MoOryT npuBOANTL K Pa3BUTUIO Kak TPOMOOLMTONEHNY N HEAOCTAaTOYHOCTU
KOCTHOMO3roBOro KpOBETBOPEHMA [4-6], TaK 1 K MruenonponudepaTiBHbIM 3a6051eBaHU-
am (MI3) [7-9]. [ToMMMO NPAMOro BAMAHNA Ha MerakapuouuTapHsbin pag, TMNO BbinonHAeT
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BaXHyl0 GyHKLMIO B MoaaepaHum nyna n romeoctasa [CK [10], uto noaTBepxgaertca
KNMHUYECKUMN HabniogeHnaMM: y NauMeHToB C HacneACcTBEHHbIMU MyTaUMAMN B reHax
TMNO nnn c-Mpl pa3BuBaeTca He TONbKO amerakaproLlmTapHasa TPoMOoLMTONEHNA, XapaK-
TepusyoLwwanca pe3knum ymeHblueHvem konnyectsa MKL, Hon AA [11,12].

OcHosHas perynauma TINO ocywecTBAAeTCA 3a CUeT peLenTop-onocpefoBaHHOro no-
rnoweHuns n paspyweHns. TpomobouuTbl, Hecywmne BbicokoadduHHble peuenTtopbl TMO, no-
rOLWAIOT LIUTOKMH 1 pa3pyLUatoT ero. YBennyeHHasa macca TPOMOOLUTOB CHMXKAET YyPOBEHb
TMNO B kposm [13], TeM cambim co3gaBas nemio aytoperynauun. Mpu TpomboLmTONEHN-
YECKMX COCTOAHMAX KONMYECTBO TPOMOOLUTOB, CMOCOBHbIX agcopbuposaTb TIMO, ymeHb-
LIAeTCA, YTO NPUBOANT K NoBbieHUto YpoBHA TINO 1 ycuneHuto Tpombouutonossa. Takke
6bI10 BbIACHEHO, UTO perynauma sHAoreHHo BbipabaTbiBaemoro TIMO ocHoBaHa Ha MeXxa-
HM3me obpaTHON CBA3M C yyacTrem peuenTopa Jweenna — Moppenna (AMR), skcnpeccu-
pyemoro Ha renatoumTax. T1 peLenTopbl CNOCO6HbI pacno3HaBaTb CTapble TPOMOOLUTDI,
noTepsBLUNe OCTaTKM CMATIOBOW KUCAIOTbI, M MOCAE NOrfoWeHNA 4ecanmpoBaHHbIX TPOM-
6oumnTOB 3anyckatb npogykuuio TMO B neveHn yepe3 JAK2-STAT3-curHanbHbIn nyThb [14].

CumnTaetca, uto ypoBHU TIMO B KPOBU 1 KOCTHOM MO3re B 60/bLUMHCTBE Clly4YaeB obpat-
HO MpOoMNopLMOHanbHbl Konuyectsy TpomboLmTos. Hanpumep, y nauneHToB ¢ AA, BpOX-
[leHHOW amerakapuoLmnTapHoOn TPOMOOLMTONEHUEN U TPOMOOLUTOMNEHWEN, BbI3BAHHOM
MUenocynpeccMBHON Tepanuen, Habntogaetca Bbicokun yposeHb TMO [15, 16]. OgHako u3
3TOro npasuna ecTb UCKMYeHNA: 1) Npu BOCNaneHmsax UM MHGeKLUax, ConpoBoXaato-
LMXCA peakTUBHbIM TpomboLMTo30M, ypoBeHb TIMO Bbiwe oxungaemoro [17-20]; 2) npu
TN ypoBeHb TMO HeoXKnAaHHO HU3KWUIA ANA cTerneHn TpomboumToneHun [21, 22].

Hu3kue yposHu TINO y nauyueHTtoB ¢ UTI [23] cBA3aHbl € Tem, YTO, BO-MEPBbIX, NPU
NTN MKL, KocTHOro mo3ra o6bl4HO yBENUYEHBI B KOJIMYECTBE 1 pa3Mepax, SKCnpeccupy-
toT 6onbluee KonmyectBo c-Mpl u, cnegoBaTtenbHo, agcopbupyioT 6onbliee KONMYecTBo
TNO. Bo-BTOpPbLIX, NpY UTI B KPOBOTOKE NPUCYTCTBYET MOYTWM HOPMasibHOE KOANYeCTBO
TPOMOOLINTOB, KOTOPble YCMeBaloT CBA3aTb 3HauuTenbHylo YacTb TINO, HO BbicTpo pas-
pyLwatoTca nofg AencTBremM aHTUTpomboLmMTapHbIX aHTUTen. Takum obpasom, cBobofHan
KoHueHTpauua TMO oka3biBaeTCcA HeQOCTaTOYHON ANA agekBaTHoW ctumynaumm MKL B
KOCTHOM Mo3re, no3tomy y nauuneHTtoB ¢ UTT yposeHb TMO HMXe, yem y naumeHToB ¢ AA
NPV CXOAHOW CcTeneHn TpombounToneHum [24].

MHorouncneHHole MccnefoBaHUA, NPOBeAEeHHble Ha rpynnax MnaumeHTOB cTaplie
18 net, AEMOHCTPUPYIOT ANATHOCTUYECKYIO LIEHHOCTb M3mepeHua ypoBHaA TIMO B nnasme
ana anodepeHumnanbHom anarHoctMkn UTI 1 runonnacTmyeckmx COCTOAHUIA KOCTHORO
moz3ra. Mpu UTM KoHueHTpauwma TIMO, Kak NpaBuo, octaeTca B Npeaesniax HopMbl UK He-
3HauUMTENbHO CHUXKEHA/MOBBILEH], B TO BpeMA Kak npu AA Bcerga Habnogaerca ee 3Ha-
ynTenbHbIn pocT [25-43]. Mo gaHHbIM G. Zhu ¢ coaBT. [44], o4HMM 13 PpaKTOPOB, BAMAOLMX
Ha ypoBeHb TIO B cbIBOPOTKe, ABNAETCA BO3PaCT C KoadduumeHTOM perpeccun —6,8612
(p<0,0001) 1 B MeHbLLEN cTeNeHN Non (KoapduumneHT perpeccum —148,8410, p=0,002).

CpaBHuTenbHbIN aHanu3 yposHA TMNO y peteli ¢ TpombouutoneHuen npu UTM n AA
paHee He NPoBOAWNCA.

B LIEJTb NCCJIEOOBAHUA

MpoBecTn cpaBHUTENbHBIN aHanM3 ypoBHA cbiBopoTouHoro TMO y geten ¢ Tpombo-
LMUTONEHMEN U OLLEHNTb BO3MOXHOCTb MCMONb30BaHNA faHHOro 61uoMapKepa B KnHuYe-
CKOW NpakTuke gna anddepeHumanbHom gruarHoctukm UTM n AA.
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B MATEPWAJIbl U METO/bI

3a nepuog c 1 ceHTAbpa 2024 no 30 HoA6pA 2025 roga Hamu Gbin onpepeneH ypo-
BeHb cbiBopoToyHoro TMNO y 57 naumeHToB C TpombouunToneHmel B Bo3pacTe oT 1 fo
17 net (megmanHa 11 nert), rocnutanusnpoBaHHbix B PAKB - ¢unman OrAQOY BO PHUMY
um. H.W. Muporoea MuH3apasa Poccun (gupekTop A.M.H. npod. MNeTtpsaiknHa E.E.). Co-
OTHOLLEHMEe MaSIbYMKOB 1 AieBouek coctaBuno 1:1 (28 manbumkos, 29 gesouek). M3 Hux
y 13 petein (10 manbumkoB, 3 fAeBouKM) B AanbHelwem Obina BepudmumpoBaHa AA,
y 44 nauneHToB (18 Manbunkos, 26 geBouek) — UTT1.

OunarHo3 nepsuyHom UTI 6bin ycTaHOBIIEH HAa OCHOBaHUN:

B 130/IMPOBaHHON TpombouuToneHun meHee 100X10°/n Kak MUHUMYM B 2 aHanmsax
KpOBW;

OTCYTCTBUA MOPDONOrMYecknx 1 GyHKLMOHaNIbHbIX aHOManUn TpPoM6oLMTOB;
OTCYTCTBUA NaTonornv nUMeoLMToB, FPaHyNoLUTOB U SPUTPOLMTOB;

HOpPManbHbIX NoKasaTenen reMornobmHa, S3PUTPOLNTOB U PETUKYNOLUTOB, €CAIN He
6bIS10 CyLLleCTBEHHOWN KpOBONOTEPY;

yBeIMYeHHOro 1M HopmanbHoro Konuyectsa MKL, B Mmmenorpamme;

HOpPMaJIbHbIX Pa3MepPOB Cee3eHKK;

OTCYTCTBUSA APYruX NaTONOrMUYeCcKnx COCTOAHWIA, Bbi3bIBaIOLMX TPOMOOLUTOMNEHNIO;
Hannumsa TPOMOOLUT-aCCOLMMPOBAHHbBIX aHTUTEN B BbICOKOM TUTPe (HOPMasbHbIN
TUTP He nckntovaet UTM).

OnarHo3 AA yctaHaBnvBanca Ha OCHOBaHUN:

B TPeXpPOCTKOBOW LMTONEHMU (YpoBeHb remornobrHa meHee 110 r/n, rpaHynouuTone-

HUA MmeHee 2,0x10%/n, TpombounToneHnsa meHee 100,0x10°/n);

B CHWKEHWA KNEeTOYHOCTW KOCTHOro mo3ra n otcyTctBmA MKL no gaHHbIM nyHKTaTta

KOCTHOroO MO3ra;
®  anyasumn KOCTHOrO Mo3ra B 6ronTaTe NoAB3AOLWHOM KOCTK (NpeobnafaHne XX1UpoBoro

KOCTHOIO MO3ra).

B o6sa3aTenbHble MeToabl McciegoBaHua npu AA Bxogunu Takxe: [13b-TecT gns ucknio-
yeHuA BpoxkaeHHoM aHemnn OaHKoHW, onpegeneHne MHI-KNoHa, nccnegoBaHne ANHLI
TefloMep B MOHOHYKJieapax nepudepuryeckonn KpoBu, CTaHZAapTHOE LMTOreHeTuyeckoe
nccnefoBaHme KNeTok KOCTHOrO MO3ra 1 onpegenieHne MoHocomuu/geneunn 7 MeTogom
FISH, monekynapHo-reHeTMyeckoe ncciegoBaHie METO4OM BbiCOKONPOW3BOAUTENBHOIO
CEKBEHMPOBAHUA C MOMOLLbIO TaPreTHOW NaHenn 30HA0B «KOCTHOMO3roBas HefOCTaToOu-
HocTb» (Roche, LLIBeiLapusi), XPOMOCOMHOIO MUKPOMATPUYHOro aHanm3a (XMA), a Takxke
METOAOM MyNbTUMNNEKCHOW amnnundrKaumm nurasosasmcumbix npob (MLPA) ana novcka
KpYnHbIX geneunii unm gynnukaumii yyactkos JHK (Habopbl 3oHpoB MRC Holland, Hu-
aepnaHgbl).

B KoHTponbHylo rpynny Bownu 62 pebeHka B Bo3pacte oT 1 go 17 net (MeauwaHa
12 nert), KOTOpble He UMEeNIN FreMATONOrMYecknx 3aboneBaHniA, YTo NOATBEPXKAANOCH HOP-
MasibHbIMY pe3ynbTaTaMyl aHaM30B KPOBW, BKJOYAA KOMMYECTBO TPOMOOLUTOB, nei-
KOLWTOB, SpUTPOLUTOB 1 YPOBEHb remornobrHa. COOTHOLLIEeHVe ManbymMKoB U AeBoYeK
coctaBuno 1:1,2 (28 manbumkoB, 34 geBouYKM). HUKTO M3 yyacTHUKOB MUCCNefoBaHMA He
NpVHMMan Nnpenaparbl, BAMAOLWME Ha reMaToNornyeckme nokasaTenu, u He UMen NpusHa-
KOB BOCMNaneHnsa unm nHpekumu.

YpoBeHb TMNO u3amepaAnca npu nomMoLliM MeToda KonmyecTBeHHOro teeppodasHo-
ro nMmyHodepmeHTHoro aHanmsa (MMA) Tvna cOHABMY C UCMOMNb30BaHNEM PeakTUBOB
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npownssoactea R&D Systems (Quantikine ELISA Kit, MuHHeanonuc, MunHecoTta, CLUA),
npegHa3sHa4YeHHbIX UCKTIUNTENbHO ANA NCCIefoBaTeNbCKMX Lenen. JaHHbIn meToa pac-
no3HaeT peKoMOMHAHTHYI0 U HaTKBHYIO dopmbl yenoseueckoro TIMO. YueT pesynbtaTtos
nccnefoBaHMA NPOBOAWSICA Ha MUKpoMnaHlweTHoM ¢oTomeTpe Pean P («Bektop-bect-
bantuka», Poccna). CpegHAaa MMHUManbHaa nsmepaemas KoHueHTpauma TINO y gaHHoro
Habopa coctaBnana 7,45 nr/mn, makcmmanbHaa — 5000 nr/mn. PedepeHcHbI Anana3oH
KoHueHTpauun TMO, ycTaHOBEHHbIN B UCCNELOBAHUAX Y B3POC/bIX MALMEHTOB C UCMOSb-
30BaHMeM faHHOro Habopa, coctaBnan 40-120 nr/mn [45-49].

Cratnctnueckaa o6paboTka pesynbTaToB MNPOBOAMIACH C MOMOLLbIO MpOrpaMm
Microsoft Office 2016, Microsoft Excel 2016. Paznuuna mexgy rpynnamv oLeHUBannch ¢
nomolLbto t-test ¥ MeTogom OLIeHKM Pa3HOPOAHOCTY BbIGOPOK C KpuUTeprem X2 C ypoBHEM
pocrtosepHocTtun 0,05.

B PE3YJNIbTAThHI

XapaKTepuCTuKa NaLmMeHTOB, BKIIIOYEHHbIX B CCNefoBaHMe, NpeacTaBieHa B Tabn. 1.

CpepHun Bo3pacT NauueHTOB B KOHTpoJfbHOW rpynne coctasnan 10,53+4,98 ropa,
MefnaHa 12 net. COOTHOLIEHNE ManbuMKOB U AeBoYeK 6bino 1:1,2. CpefiHee KONNMYECTBO
TpombouuToB coctaBnano 320,29+92,38x10%/n, megnaHa 297,5x10°/n. CpefHUM ypoBeHb
cbiBopoToyHoro TMNO 6bin 47,88+21,68 nr/mn, meanaHa 47,26 nr/mn.

CpenHuIn BO3pacT NauuMeHTOB B rpynne TpombouutoneHwui coctasnan 11,05+
4,67 ropa, MeanaHa 11 net. COOTHOLIEHME MaNbUYNKOB 1 AeBoYeK 6bino 1:1. CpeaHee Ko-
nuyectso TpomboLmToB cocTaBnano 40,16+26,88x10°/n. CpeHWIN ypOBEHb CbIBOPOTOY-
Horo TIMO 6bin paBeH 293,3+503,1 nr/mn, megnaHa 46,58 nr/min.

Taknm obpa3om, NaureHTbl B JaHHbIX Fpynnax He OTiMYyanucb No noay v Bo3pacTy
(p=0,280), HO 3HAaYMMO OTNIMYANMCb MO KONMYecTBy TpombounToB (p<0,000) 1 ypoBHIO
cbiBopoTouHoro TIO (p<0,000).

MNocne npoBefeHUA NOAHOIO KNNHUKO-AMArHoCTMYyeckoro obcniefoBaHmaA rpynna na-
LMeHTOB C TpomboLuToneHnen boina pasfeneHa Ha 2 nogrpynnbi: naumeHTbl ¢ UM v na-
umeHTbl ¢ AA.

B rpynny UTI 6binn BKntoueHbl 44 pebeHka (18 ManbumkoB, 26 feBOYEK), CpefHUN
Bo3pacT 10,80+4,80 rona, MeamaHa 11 net. CpegHee KONMUYECTBO TPOMOOLNTOB COCTaBIA-
no 43,02+28,7x10%n, megnaHa 43,50%x10°/n. CpefHu ypoBeHb cbiBopoTouHoro TMO 6bin

Ta6bnuua 1
XapakTepucTyKa nayueHToB
Table 1
Characteristics of the patients
— Mon, |CpepHuiiBo3- | CpepHee KONMYeCTBO CpepnHuii ypoBeHb TPOM-
Py m/a pacr, rogpl, £SD | Tpom6ounToB, 10°/n, +£SD | 60no3TuHa, nr/mn, £SD
KoHTponb 28/34 |10,53+4,98 320,29+92,38 47,88+21,68
gce MaUNEHTH! CTROM™ | 58/29 | 11,0524,67 40,16+26,88 293,3+503,1
ouuTONneHmen
MaymeHTol c TN 18/26 |10,80+4,80 43,02+28,7 43,27+22,28
MaumeHTbl c AA 10/3 11,92+4,08 30,46+16,07 1139,55+424,71

Mpumeyanma: SD - cpefHee cTaHAApPTHOe OTKNOHeHwue; UTI — nMMyHHas TpombouuTtoneHus; AA — annactnyeckas aHeMus;
M/[ — ManbyunKn/LeBoYKM.
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paBeH 43,27+22,28 nr/mn, megnana 37,02 nr/mn. TpoMboUUT-acCOLMMPOBaAHHbIE aHTK-
Tena onpepenanncb y Bcex naumeHToB JaHHOW rpynnbl U Obinn NOBbIWEHbI B CPeHEM
B 5,8 pasa.

B rpynny AA Bownu 13 peten (10 manbyvMkoB, 3 [EBOYKM), CpeAHWA BO3pacT
11,9244,08 ropga, meanaHa 14 net. CpefHee KONMYECTBO TPOMOOLMTOB COCTaBNANO
30,46+16,07x10°/n, megmaHa 28,00x10°/n. CpefiHMIN ypoBeHb CbiBOpoTOUHOro TIO 6bin
paBeH 1139,55+424,71 nr/mn, meanaHa 1047,85 nr/mn. TpoMOOLUT-acCOLMNPOBAHHbIE
aHTuTena 6biny onpegeneHbl y 11 NauveHToB AaHHOW rpynnbl U 6bIM NOBbILLEHBI B CpeA-
Hem B 3,15 pa3sa. Y 3 naumeHToB c AA nNo pesyfnbTaTtaM MONEKYIAPHO-TEHETUYECKOro 1C-
cnefoBaHuA Gbina BblABEHa BPOXKAEHHAsA anflacTUYecKaa aHeEMUA: BPOXKAEHHas aHeMMA
MaHKOHW, amerakapvoumTapHas aHemusa 1-ro Tvna ¢ roMO3WroTHOW MyTauuveln B reHe
MPL, ayTOCOMHO-AOMMHaHTHOEe TpoMboLMTapHOe HapyLleHre, CBA3aHHOe C MyTauuel B
reHe UHTerpuHa-B3. Y 2 naymeHToB pa3suTure Taxkenon AA Gbino cBA3aHO C NapBOBUPYC-
How MHdeKumeln B19,y 1 - c nepeHeceHHbIM ayTOMMMYHHbIM renatuTom. Y 1 naymeHTa ¢
AA 6b1n BbiABAEH MUHOPHDIN MHI-KNoH.

Mpu cpaBHeHnn noarpynn naumeHtos ¢ UTM 1 AA He 6bino BbIABNEHO CTaTUCTUYe-
CKM 3HAUUMbIX OTNNYMIA No Bo3pacTy (p=0,227) n no Konuuectsy TpombouunToB (p=0,072).
CpenHuni ypoBeHb cbiBopoTouHoro TMNO y naumeHToB ¢ AA 6b11 LOCTOBEPHO BbILLE, YEM Y
nauwveHTos ¢ UTI (p=0,000), npn 3TOM CpeHWIN YPOBEHb TPOMOOLUT-aCCOLIMMPOBAHHbIX
aHTWTen y naumeHToB ¢ VT 6bin Bbiwwe B 1,84 pasa, uem y getein ¢ AA (p<0,05).

CnepyeT oTMeTUTb, YTO B rpynne nauuneHtos ¢ UTI npeobnaganu geBoykn (COOTHO-
weHve m/g=1:1,44), a B rpynne c AA — Manbunku (cooTHoleHne m/a=3,3:1), Ho caenatb
KaKure-nmbo BbIBOAbI O 3aBUCUMOCTY YPOBHA cbiBopoTouHoro TINO oT nona Ana naumex-
TOB MnagLe 18 neT He NPeACTaBAAETCA BO3MOXHbIM B CBA3M C Masniol BbIOOPKOW AeTel.

Mpu cpaBHEHUN NaLMEHTOB KOHTPOJIbHOW rpynmbl 1 Noarpynmnbl geten ¢ T He 6bino
BbIABNEHO JOCTOBEPHbIX OTANYMI NO Bo3pacTy (p=0,394) n cpegHemy YPOBHIO CbIBOPO-
TouHoro TIMO (p=0,147). NauneHTbl M3 nogrpynnbl geten ¢ UTI 3HauMmo otnmyannch ot
rpynmnbl KOHTPONA N0 cpefHeMy KonuyecTtsy TpomboumTos (p=0,000).

Pe3ynbTaThl McCnefoBaHMA NpefcTaBnieHbl B Tabn. 2 1 Ha pUCYHKe.

B ObCYXOEHWE

OnddepeHuymanbHas anarHoctnka AT n AA KpaliHe Ba)kHa M3-3a pa3fiNyHbIX Noa-
XO[OB K NeyeHuto JaHHbIX 3aboneBaHnin. ArOHUCTbI TPOMOOMOSTNHOBBIX PELEenTOPOB,
Takue Kak pomunnoctum, antpombonar u asaTpombonar, B HacTosllee Bpemsa BKIIO-
YeHbl B MPOTOKOSbI JleueHUs B3pocsbix U getent ¢ UTM. JobaeneHue sntpombonara

Ta6bnuua 2
CpaBHUTENbHbDII aHaNN3 KONNYeCTBa TPOMGOLIMTOB 1 YPOBHSA cbiBopoToyHoro TMO y peteit c UTM,
AA v rpynnbl KOHTpona

Table 2

Comparative analysis of platelet count and serum TPO levels in children with ITP, AA and in the control

group
lpynnbi cpaBHEeHNA Bospact | KonnuectBo Tpom6ouutoB |YposeHb TMO
KOHTpoanajﬂ rpynmna v naumeHTbl ¢ TPOM60- p=0,280 p=0,000 p=0,000
uuTOoneHmen
KoHTponbHasa rpynna v naumeHTbl ¢ UTM p=0,394 p=0,000 p=0,147
Moarpynnbl nauymeHTos ¢ UTM n AA p=0,227 p=0,072 p=0,000
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B YpoBeHb CbIBOPOTOUHOrO TPOMBOMOITUHA, NI/Mi

KonunuecrBo Tpom60LUTOB 11 ypoBeHb cbiBopoTouHoro TMNO y geteii c UTM, AA v rpynnbl KOHTpoONnsA
Platelet count and serum thrombopoietin (TPO) levels in pediatric patients with immune
thrombocytopenia (ITP), aplastic anemia (AA), and in the control group

K MIMMYHOCYNpecCMBHOW Tepanun y aetein ¢ AA No3BonAeT JOCTUTHYTb reMaTonormyecko-
ro otBeTa B 64,3% cnyyaeB yepes 6 mecALeB OT Havana neyveHusa [50, 51].

Mo paHHbIM paHee NpoBefeHHbIX nccneaoBaHun, yposeHb TIO B CbiIBOPOTKe KPOBU
oTnnyaetca y naumentos ¢ UTM n AA npu cxogHow cteneHy TpombounToneHnn. Y nauu-
eHTOoB € AA HabntoaeTcs BbICOKNIA ypoBeEHb CbiBOpoTOUHOro TIMO B €BA3M C OTCYTCTBMEM
npowmssogctea MKL, B KOCTHOM Mo3re (MpuHUun obpaTtHol cBaA3n). MNpn 3TOM 0YeHb Bbl-
COKMI YypOBeHb CbIBOPOTOUHOro TIO MOXeT ABNATbLCA NPeAUKTOPOM MAIOXON peakumn
Ha MIMMYHOCYNPECCHBHYIO Tepanuio y AeTei C Taxenomn npuobpeteHHor AA [52]. Y nauyu-
eHToB ¢ UTM ypoBeHb TMO moxeT 6biTb B Npefienax HopMbl, HE3HAYUTENBHO MOBbILLEH
(KOMMNeHCaTOpPHbIN OTBET Ha MOBbILIEHHOE pa3pyLlleHne TPOMOOUNTOB) UK CHUXEH, B
nobom cryyae okasbiBaACb HeloCTaTOUHbIM ANiA agekBaTHon ctumynaumm MKL, B KocT-
HOM Mo3re [24].

B Hawwem nccnefoBaHnmM ypoBeHb cbiBopoTouHoro TIMO 6bi1 onpefeneH y 57 nauuex-
TOB € TpombouunToneHuen (cpegHun Bospact 11,05+4,67 roga) n 'y 62 geteil KOHTPONb-
Hol rpynnbl (cpeaHuii Bo3pacT 10,53+4,98 roga). CoOOTHOLWEHNE MalbuyMKOB U JeBOYeK
B obeunx rpynnax 6bino 1:1 u 1:1,2 cooTBeTCTBEHHO. TaknM 06pa3om, NaLneHTbl B JaHHbIX
rpynnax 6111 conocTaBrUMbl Mo Bo3pacTy 1 nony (p=0,280), HO 3HaYMO OTNNYANUCH MO
KonmyecTBy TpombouuTos (p<0,000) 1 ypoBHIo cbiBopoTouHoro TIO (p<0,000).

CpepHun yposeHb cbiBopoToUHOro TIO y nauneHToB KOHTPOJIbHOW rpymmbl B HaLLEM
nccnepgoBaHum coctasnan 47,88+21,68 nr/mn. B HacTosAwee Bpema eguHoro pedepeHc-
HOro MHTepBana Ana yposHA cbiBopoTouHoro TMO He onpepeneHo. B nccnegosaHmnn
G. Zhu c coaBT. cpeiHuIn ypoBeHb cbiBopoTouHoro TMO y 140 350p0oBbIX B3POC/bIX NaLu-
eHTOB (cpepHui Bo3pacT 45,3+19,29 roga) coctasnan 71,64+30,32 nr/mn [44].

B 3aBMCMMOCTM OT pe3ynbTaToB NPOBeAEHHOro KNNHNKO-AMarHocTmyeckoro obcneno-
BaHMA rpynna nauMeHToB C TpomboLmToneHnen 6bi1a pasgeneHa Ha 2 Nogrpynnbl: nauu-
eHTbl ¢ ITT1 v nauneHTbl c AA.
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Mpu cpaBHeHUn noarpynn nauneHTos ¢ UTIM 1 AA B Halem nccnefoBaHmm He 6b110
BbIABNEHO CTAaTUCTMYECKM 3HAYUMbIX OTMUMA No Bo3pacty (p=0,227) n no Konude-
cTBy TpombouuTtoB (p=0,072). CpefHee KONMYeCTBO TPOMOOLUMUTOB B rpynne nauueH-
ToB ¢ WUTI cocTaBnano 43,02+28,7x10°/n, B rpynne nauneHToB ¢ AA COOTBETCTBEHHO
30,46+16,07x10°/n. Mpun 3Tom B rpynne naumeHToB ¢ AA cpefHWIA YPOBEHb CbIBOPOTOY-
Horo TIMO 6bin B 26,3 pa3a Bblille, Yem B rpynne naumeHToB ¢ T, n B 23,8 pa3a Bbilue, yem
y NaLmMeHTOB KOHTPONbHOM rpynnbl. 3TO NOATBEPKAAET AaHHble NpeAblayLWwmnx nccnego-
BaHMI 0 6osnee BbICOKMX YPOBHAX cbiBOopoTOoUHOro TMNO y naumeHToB ¢ AA No cpaBHeHMo
c naumeHtTamu c UTT1.

MNpu cpaBHEHMM NaLMEHTOB KOHTPOJIbHOW rpynnbl U noarpynnbl geten ¢ UTM B Hawem
nccnegoBaHUM He 6bino BbIABNEHO JOCTOBEPHbIX OTANYMI MO CpeAHEMY YPOBHIO CbIBOPO-
TouHoro TIO (p=0,147) npu1 3HAYUMOM OTAINYMU NO CPEAHEMY KONMUYECTBY TPOMOOLMTOB
(p=0,000).

Mo gaHHbIM NuTepaTypbl, Npy ATI B KPOBOTOKE NPUCYTCTBYET NOYTN HOPMasibHOE KO-
NMYecTBO TPOMOOLNTOB, KOTOPbIE YCMEBaKOT CBA3aTb 3HauUTesbHyto YacTb TMNO, Ho Obl-
CTPO pa3pyLLaloTca nofj AencTBMeM aHTUTpomboUmnTapHbIX aHTuTen [24]. CpegHuin ypo-
BEHb TPOMOOLNT-aCCOLMMPOBAHHbIX aHTUTEN Y NaumeHToB ¢ T B Halwem nccnegosaHmm
6b101 Bbile B 5,8 pa3a No cpaBHEHMIO C KOHTposem 1 B 1,84 pasa Bbie, yem y aeteii ¢ AA
(p<0,05).

HWKTO 13 yyaCTHMKOB UCCNefoBaHMA He NPUHUMaN Npenaparbl, BAXAOLWME Ha rema-
TONornyeckme nokasaTenu, u He UMen NPrU3HaKkoB BocnaneHna unn nHdexkunm.

B 3AKJTIOMEHUE

OnpepeneHve ypoBHA CbiBOPOTOUHOrO TIMO MOXeT MMeTb AMarHOCTUYECKYIO LieH-
HocTb ana anddepeHumanbHon anarHocTkm UTIM n AA, NpoAcHAA OCHOBHYIO NPUPOaY
TPOMOOLMTONEHNM U ynyyLlas KIMHUYECKY UHTepnpeTaumio, NOCNyKu1tb 6a3omn ans cos-
[JaHVA HeMHBa3MBHOIO AMAarHOCTMYECKOro anropuTMa, HanpasieHHOro Ha ONTUMU3aLMIO
neyeHus naumeHToB. KonnyecTBeHHO oLeHrBas ypoBHY TMNO, KNMHULMCTBI MOTYT nyylue
NPOrHO3MpPoBaTb TepaneBTMYECKNIA OTBET Ha Tepanuio aroHucTamm TINO-peuenTopos u
ONTUMM3MPOBATb MHAMBUAYaANbHbIE CTPATErNW NeYeHUs.
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Pesiome

BBepeHune. [JuddepeHumnanbHaa anarHocTrka 6onesHn Kaeacaku (BK) n mynbrucu-
CTEMHOro BOCManuTeNbHOro CMHAPOMa, accoummpoBaHHoro ¢ COVID-19 (MBC), y petei
OCTaeTCA CNOXHOM 3ajayeln u3-3a CXOACTBA KAMHUYECKUX MPOABIEHUN N OTCYTCTBMA
cneundryeckmx 1abopaTopHbIX TECTOB.

Lenb. MpoBecTn cpaBHUTENbHLIA aHAaNU3 KAMHUYECKOro TeueHus, NabopaTopHbIX AaH-
HbIX, Tepanuu n ncxopos bK n MBC y peteli ans BoiAsneHna auddepeHumnanbHo-gmarHo-
CTUYECKNX KPUTEPUEB.

Martepuanbl n meToabl. B nccnegosaHme BknoyeHo 146 naumeHTOB: OCHOBHYIO rpynny
CoCTaBunN 76 ageTein C NonHbIM BapraHToM BK (2009-2020 rr.), rpynny cpaBHeHus — 70 ge-
Ter ¢ MBC (2020-2022 rr.). Bce naumneHTbl HAXOAWANCb Ha neveHnn B FopoacKkom AeTCKON
NH)EKUMOHHON KNnHMYecKol 6onbHuue T. MuHcKa. [JuarHo3bl yCTaHOBNEHbI B COOT-
BETCTBUU C KpUTEpPUAMN AMEpPUKaHCKOWN Kapanonornyeckon accoumauymm (2017) n BO3
(2020). MpoBeneH aHanNMU3 KAMHUYECKUX, NaOOPATOPHBIX N MHCTPYMEHTANbHbIX AaHHbIX.
CTatucTnyeckas ob6paboTka BblNOSIHEHA C MCNONb3oBaHMeM U-kKputepus MaHHa — YUTHN
1 ABYCTOPOHHEr0 TOUHOro Kputepus Ouiuepa.

Pesynbrartbl. bK uvalle Bctpeyvanach y geten go 5 net (87% cnyuyaes), MBC -y geten ctap-
we 5 net 1 NoApocTKoB (74%). B obenx rpynnax npeobnaganu manbunkn (71% n 67%).
MegnaHa Bo3pacrta: 1,8 roga (bK) npotus 8,2 roga (MBC), p<0,001. MNMpwn BK gocTtoBepHo
Yale Habnoganucb nonnumopdHasn sk3aHTemMa (93,4% vs 72,9%), xennut (93,4% vs 67,1%),
«MaNnMHOBBIN 3blK» (44,7% vs 27,1%), welHblii numdaneHunT (75,0% vs 24,3%), oTek Kuctei
n cton (65,8% vs 17,1%), okonoHorteBoe wenyLeHue (46,1% vs 4,3%). NopaxeHuna KKT
(94,3% vs 25,0%), cnneHomeranus (68,6% vs 51,3%) 1 nsmeHeHuma B mouye (90,0% vs 31,6%)
6bInn XapakTepHbl ana MBC. Muokapaut npu MBC yvalle conpoBOXganca cepaeyHom
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HepoCcTaTouyHOCTbIo (14,3% vs 1,3%, p=0,0035). JTabopatopHo npu MBC otmeuyanuce 60-
nee BblCOKUe ypoBHU nemnkouutos, CPb 1 npokanbuutoHnHa, npu bK - pombouuTtos. Bee
naumeHTbl BbIMMCaHbI C yNyYlleHNEM.

3aknioueHmne. bK 1 MBC nmeloT cXofCTBO, HO pasnMyaloTca No BO3pacTy, YacTtoTe OT-
LEeNbHbIX KIMHNYECKMX NPOSBIEHNI, NabopaTOPHbIM MapKepaM U TAXKECTM NOoparkeHUA
cepaua. PaHHas guddepeHuymanbHas guarHoCTKa NO3BOMSAET CBOEBPEMEHHO Ha3HAUYUTb
natoreHeTMyeckyto Tepanuto (BBUI, auetuncanuumnosasa KACNOTa, MIOKOKOPTUKOCTEPO-
nabl) U yNyyWwnTb NPOrHO3.

KnioueBble cnoBa: 605e3Hb KaBacaku, MyNbTUCUCTEMHbIA BOCMANUTENbHBIA CUHAPOM,
accoummpoBaHHbI ¢ COVID-19, getn, anddepeHumanbHaa aMarHoCcTnKa
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Abstract

Introduction. Differentiating Kawasaki disease (KD) from multisystem inflammatory
syndrome associated with COVID-19 (MIS-C) in children remains challenging due to
overlapping clinical features and the lack of specific laboratory tests.

Purpose. To perform a comparative analysis of clinical course, laboratory data, treatment
and outcomes of KD and MIS-C in children in order to identify differential diagnostic
criteria.

Materials and methods. The study included 146 patients: the main group consisted
of 76 children with complete KD (2009-2020), and the comparison group consisted of
70 children with MIS-C (2020-2022). All patients were treated at the Children’s infectious
diseases hospital, Minsk. The diagnoses were established according to the American Heart
Association (2017) and WHO criteria (2020). Clinical, laboratory and instrumental data
were analyzed. The statistical analysis was performed using Mann — Whitney U test and
two-sided Fisher’s exact test.
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Results. KD was more common in children under 5 years (87%) while MIS-C in children
over 5 years and adolescents (74%). Males predominated in both groups (71% and
67%). Median age was 1.8 years (KD) vs 8.2 years (MIS-C), p<0.001. In KD, polymorphic
exanthema (93.4% vs 72.9%), cheilitis (93.4% vs 67.1%), strawberry tongue (44,.7%
vs 27.1%), cervical lymphadenopathy (75.0% vs 24.3%), extremity edema (65.8% vs
17.1%), and periungual desquamation (46.1% vs 4.3%) were significantly more frequent.
Gastrointestinal involvement (94.3% vs 25.0%), splenomegaly (68.6% vs 51.3%) and
urinary abnormalities (90.0% vs 31.6%) were characteristic of MIS-C. Myocarditis in MIS-C
more often was accompanied by heart failure (14.3% vs 1.3%, p=0.004). Laboratory
findings showed higher white blood cells, C-reactive protein and procalcitonin levels in
MIS-C, while thrombocytosis was typical for KD. All patients recovered.

Conclusion. KD and MIS-C share similarities but differ in age distribution, frequency of
specific clinical manifestations, laboratory markers and severity of cardiac involvement.
An early differential diagnosis enables timely pathogenetic therapy (IVIG, acetylsalicylic
acid, and corticosteroids) and improves prognosis.

Keywords: Kawasaki disease, multisystem inflammatory syndrome associated with
COVID-19, children, MIS-C, differential diagnosis

B BBEAEHWE

bonesHb Kaacaku (BK) (cnn3mcTo-KoXHbIA NMMGOHOAYNAPHDLIA CUHAPOM) — OCTPOe
CUCTEMHOE 3a00/1eBaHUNE, XapAKTEPU3YIOLLEECSA NMOPAXKEHNEM CPEHMX U MENKNX apTepuii
C pa3BUTUEM [ECTPYKTUBHO-NponndepaTBHOIO BaCKynTa y reHeTUYeCKn npegpacno-
NOXKEHHbIX NNL, KOTOPOE BCTpeYaeTca y AeTel NpenmMyLLecTBEHHO MajLLero Bo3pacTa 1
B Moc/ieytoLemM ABAAETCA OGHOWM U3 OCHOBHbIX MPWYMH 3a00NeBaHN CepAeYHO-COCYAU-
CTOW CUCTEMbI Y L, MONTOAOrO Bo3pacTa [1-4].

BK Hanbonee pacnpocTpaHeHa Ccpeaun NvL a3umaTCcKkoro NpoucxoXxaeHus. B AnoHuu
exerogHo 6onetot 250 getert Ha 100 000 B BO3pacTe Ao 5 neT, uto npesbilwaeT 3abone-
BaeMOCTb B cTpaHax EBponbl B ecATKM pa3 u NOoATBEPXKAAET TEOPUIO O FeHETUYECKON
npeapacnonoXeHHOCTN K pa3BuTuio 6onesHn [3, 5]. Bo MHOMMX CTpaHax Mmpa CyLecTBy-
eT npobsiema HelOCTaTOYHOW AnarHocTukm bK 1 HegooueHBaeTcA YacToTa 3aboneBae-
mocTu. Mexpay Tem BK cuntaeTca ogHOI M3 OCHOBHbIX MPUYUH NPUOBPETEHHDbIX 3abose-
BaHWUI cepAeyYHO-COCYANCTON CUCTEMbI Y UL, MONOZOro Bo3pacTa [6]. Hauano n teueHne
60ne3HN HANOMUHAET pPa3BUTUE UHPEKLMOHHOMO NpoLecca (MMXopaaKa, Cbifb, KaTapasb-
Hble ABNeHuA, NMMbaAEHNT), HO MPU STOM OTCYTCTBYIOT MaTOFHOMOHMWYHbIE CYMMATOMbI
1 cneunduryeckmne gUarHoCTUYECKME TeCTbl, YTO 3HAUUTENbHO NPENATCTBYET PaHHEeN Ana-
rHocTuKe 3aboneBaHunsA. bonee Toro, HanMune NaboOPaTOPHO NOATBEPXKAEHHOW MHDEKL M
y NauuMeHTa He NCKIYaeT anarHos bK, Tak Kak nccnegoBaHna NOKasbiBaloT, YTO OKOMO
TPEeTU NaLMEHTOB, COOTBETCTBYIOLMX BCEM KpUTepuAM BK, MMeT nonoXntenoHbi pe-
3yNbTaT Ha TOT UK UHOW UHPEKUMOHHDBIN areHT [1, 7-9].

[loKkazaHo, UTO CBOEBPEMEHHO HauaTasd Tepanua 3HaUYUTENIbHO CHIKAET PUCKM pa3Bu-
TUA OCIOKHEHWUI 1 YNyYdLLaeT MPOrHO3 »*un3Hu [3, 4, 6]. B cBA3uM c Tem, uto aTmonorusa bK He-
W3BECTHA, Tepanus HanpasieHa Ha MOAYALMNIO UMMYHHOIO OTBETa U MHTMOMPOBAHME aK-
TUBaLUU TPOMOOLMTOB AN1A NpefoTBpaLLeHMA 06pa3oBaHNA KOPOHAPHbBIX aHEBPV3M U UX
Tpom603a. CTaHAapPTOM B IeYeHUN OCTPOro nepropa bK siBnseTca npumeHeHne BbICOKNX
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[103 BHYTpMBEHHOIo nMMyHornobynuHa (BBUIM B couetaHun ¢ auetnncanmumnnoBom Kuc-
notoli. MNpenapat BBUI moxeT BBOAUTLCSA Ha N060M cpoke 6one3HK, 0fHAKO MakCcumarsb-
HbI 3P deKT 1 pesynbTaT JOCTMraeTca NPy paHHeM BBeeHNN B TeueHune nepsbix 10 gHen
3aboneBaHuA [6, 10, 11]. Y yacTv nauMeHTOB MOXET HabtoaaTbCA Pe3NCTEHTHOCTL K BBU.
B Takmnx cutyaumax BO3MOXHO NOBTOPHOE BBEAEHME Npernapara, a TakXke NCNonb3oBaHne
nynbc-Tepanun rioKOKOPTUKOCTEPOMAAMN U FEHHO-UHMXEHEepHOWN Tepanun (MHGANKCK-
Mab) [12]. MNpn cBOEBPEMEHHOWN AMArHOCTUKE W Tepanumy NporHo3 3abonesaHus Gnaro-
NPUATHbIN [4].

B neprop naHgemunn kopoHasupycHom nHoekumm COVID-19 B cTpaHax EBponbl, a 3a-
Tem 1 B CLUA cTanu noAaBnRATbCA onucaHWA Cyyvaes TaAxenoro 3abonesaHusa y getei Ha
boHe nepeHeceHHOW KOPOHaBUPYCHON MHOEKLUMM, KOTOPOe MO KIMHUYECKM MpPOosB-
neHVAM HanomwuHano 6one3Hb KaBacaku (nuxopafika, NOpa)keHMe KOXW U CIN3UCTBIX,
cepaeyvHo-cocyaucTble HapyweHus) [13, 14]. MprumeyaTenbHO, YTO GONBIUMHCTBO CUMM-
NTOMOB MIMeJI0 CXOACTBO C KANHUYECKUMU NpoaBneHnamn bK, Ho B HeKoTopbIx cnyyasx
CONPOBOXAANOCh Pa3BMTVEM BbIPaXKEHHOrO rMNepBOCNaNNTENbHOrO OTBeTa C NpPU3Ha-
KaM/ CMHOPOMa TOKCMYECKOro LIOKa, MMOKapAuTa C KapAMOreHHbIM LLIOKOM, cencuca.
JaHHoe 3aboneBaHvie MONy4Msno Ha3BaHWE MYNbTUCUCTEMHbIA BOCMANUTENbHbIA CUH-
apowm, accounmnpoBaHHbin ¢ COVID-19 (MBC, MIS-C), Kak runepsocnanutefibHoe coCTo-
AHNe, KOTOpOe MoparkaeT AeTeil U NOAPOCTKOB Yepe3 2-6 Hefenb Nocsie 3apaXkeHun
SARS-CoV-2 [3, 15-18].

AHanornyHo bK, ocHOBHbIM AnarHocTuyeckum Kputepuem MBC asnaeTca nuxopag-
Ka, HO c bonee KOPOTKOM NpofomkuTenbHocTbio. C pa3nnyHo YacToTon Habnogatotca
CbiNb, NMOpa)XeHWe CAN3UCTbIX, TMMbaZeHoNaTNA, pexe PerucTpupyroTca pecnupaTop-
Hble CMMNTOMbI (Kallenb, 3a/I0XKeHHOCTb HoCa, 60Nb B ropne, ofbiwka). Yacto otmeua-
I0TCA CYMNTOMbI MOPaMeHUA >KenyfouyHO-KMILIeYHoro TpakTa (pBoTa, Auapesd, 6onn B
Xnsote). OCHOBHYIO Yrpo3y ANA WU3HWU NPeacTaBAaoT OCNOXKHEHNA CO CTOPOHbI cep-
[1eYHO-COCYAUCTON CUCTEMbI: paclpeHne KOPOHApHbIX apTepuil BMIoTb fo dopmu-
pOBaHUA aHeBPMW3M, HapylleHWA puUTMa ceppua, MUOKapauT ¢ gucdyHKuuelnn nesoro
Xenypgouka [5, 10, 13, 15, 19, 20].

Taknm 06pa3om, NOHVMaHMe Pa3nnumin B AUarHOCTUYECKNX Kputepmax u nabopatop-
HbIX MapKepax Heobxoammo fnA Toro, YTobbl MoMoub Bpayam auddepeHUMpoBaTb 3TU
nBa 3abonesaHus.

3a nocnepgHwue 15 net B Pecnybnuke benapycb pernctpupyetca B cpegHem 10-12 cny-
yaes bK B rog. MNepsbint cnyyat MBC guarHoctupoBaH B mae 2020 roga. B nepuog c 2020
no 2022 ropg 3aperucTprpoBaHo 6onee 100 cnyyaeB MBC y feten no ctpaHe. HecmoTtps
Ha OKOHYaHMWe NaHgemuu, Npobnema He NOTEPANa CBOEN akTyanbHOCTU, MOCKONbKY LUp-
Kynauma supyca SARS-CoV-2 npogonxaetca.

Mpu anddepeHymanbHol anarHoctnke MBC 1 BK B nepBble rogbl MCNonb30oBasca ce-
poniorMyecknii aHanm3 KpoBum Ha cneumdbuyeckre aHTuTena K supycy SARS-CoV-2. Ha ce-
rOAHALHUIA AeHb B CBA3M C Hanuumem aHTuten K supycy SARS-CoV-2 y 6onbLumHCTBa Nito-
Zeii, nepeboneBLUNX KOPOHaBUPYCHOW NHbEKLMEeR, AnarHoCTUYecKan 3HaYMMOCTb cepo-
NOrNYecKrx MapKkepoB MHOEKL MU CHU3MNACh.

BHellHee cx0fCTBO 3TUX ABYX COCTOAHUIA 1 OTCYTCTBME crieunduryecknx nabopartop-
HbIX TECTOB CO3JaeT cepbe3Hble AnarHOCTMYeCKe TPYAHOCTU. Bpaun-kKnuHMUmnCTbl 3a4a-
CTYI0 CTANIKMBAIOTCA C AUNEMMON: nepef HUMK Knaccnyeckunin BapmaHt BK nnn MBC Ha
boHe NOCTUHPEKLNOHHOTO MMMYHHOTO OTBeTa?
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M3yueHune 1 aHanu3 TeyeHus, Ncxofos 1 auddepeHLnanbHO-ANArHOCTUYECKUX KPU-
TepueB BK n MBC, BbifiBNeHVE YETKMX KNUHUKO-NabopaTOpPHbIX 0COBEHHOCTEN NO3BONAT
BpayaMm yxe Ha paHHeMm 3Tane OoTInYMTb ofHO 3aboneBaHue OT Apyroro, n3bexarb Tak-
TUYECKMX OLINOOK, CBOEBPEMEHHO Ha3HauWTb NaTOreHeTUYeCKyo Tepanuio 1 ynyJllnTb
NPOrHo3.

B LEJTb NCCNEOQOBAHKA

MpoBecTn cpaBHUTENBHbIN aHANN3 KIMHUYECKOro TeYeHWA, NAabOPaTOPHbIX AAHHbIX,
Tepanuu n ucxopos bK n MBC y fetenn ana soianexnsa anddepeHumanbHo-gnarHocTnye-
CKUX KpUTEpUEB.

B MATEPWAJIbl U METObI

B uccneposaHue BknoueHo 146 nauueHTos, chopmupoBaHo 2 rpynmnbl. OCHOBHYO
rpynny coctaBuiv 76 NaumeHTOB C YCTaHOBNEHHbIM AMarHo3om «bonesHb KaBacakuy,
NOJIHbIM BapyaHT 3a nepuog ¢ 2009 no 2020 rog (go Havana naHgemun COVID-19). Mpynny
CpaBHeHWA cocTaBunm 70 geTeit C yCTaHOBNEHHbIM AMArHO30M «MYJSIbTUCUCTEMHBIN BOC-
nanuTenbHbIN CMHAPOM, accouunmnpoBaHHbi ¢ COVID-19» 3a nepuog ¢ 2020 no 2022 rog.

Bce nauueHTbl HaxoAWNUCb Ha CTaLMOHAPHOM JIeUEHUM B YUPEXAEHWUMN 30PaBOOX-
paHeHus «fopopackan Aetckaa UHPEKLUMOHHAA KnHUYeckaa 6onbHuua» (Y3 «[ONKB»)
r. MnHcka.

OunarHo3 BK ycTtaHaBnvBanca B COOTBETCTBUWM C AMArHOCTUYECKUMU KPUTEPUAMU
AmepuKaHcKoM Kapguonormnyeckon accounaumm (2017) [3]. AnarHos MBC cooTBeTCTBO-
Ban KpuTepusAM, yCTaHOBNEHHbIM BcemupHol opraHu3saumen 3gpasooxpaHeHusa (BO3,
2020) [21].

B paMKax nccnefosaHus 6bin NpoBeAeH aHanU3 KANMHNYECKUX NPOABEHNI 3a60eBa-
HWIA, AaHHBIX NabOPaATOPHbIX U MHCTPYMEHTasIbHbIX METOA0B 06CnefoBaHUA.

CratucTnyeckas obpaboTka BbIMOMHEHA C UCMONb3oBaHUEM nporpamm MS Excel n
Statistica 10. BBuay pacnpegeneHuna KonmMyecTBEHHbIX MPU3HAKOB, OTIMYHOIO OT HOp-
ManbHOro, onucaTesibHaA CTaTUCTMKA NPeACTaBieHa MeanaHon (Me) n MeXXKBapTUbHbIM
nHTepBanom (Q;; Qz). CpaBHeHMe ABYX HE3aBUCKMbIX BbIGOPOK MO KONNYECTBEHHBIM NPU-
3Hakam npoBeaeHo ¢ nomoulbto U-Kputepna MaHHa — YutHu. CpaBHeHUe YacToT 6uHap-
HbIX KaTeropuanbHblX NPU3HAKOB BbINMOHEHO C NPUMEHEHNEM [1ByCTOPOHHEFO TOUHOIO
KpuTtepua Ouwwepa. Pa3nmnumna cumtanm cTaTuCTUYeCcKn 3Haummbimu npu p<0,05.

B PE3YJNbTATbl U OBCYXOAEHNE

B rpynne BK (n=76) nogasnsatolee 60nblUMHCTBO NaLMeHTOB (66 Yenosek; 87%) Obinu
Mnagwe 5 nert, Bknoyaa 16 geten nepsoro roga *usHu. B rpynne MBC (n=70), Hanpo-
TUB, 6ONBLIMHCTBO COCTaBUAM AETU CTapLLErO BO3pacTa U NOAPOCTKU: 52 nauuneHTa (74%)
6binn cTapwe 5 net. MeguaHa Bo3pacTa coctauna 1,8 roga (1,0; 3,4) npu BK n 8,2 roga
(4,5; 11,5) npn MBC (p<0,001). B 06eunx rpynnax oTMeyanocb npeobnagaHme mManbuynkos
(71% 1 67% COOTBETCTBEHHO).

3aboneaemocTb BK 1 MBC pernctpupoanacbh KpyrnorognyHo, ogHako bK npeobna-
[ana B BeCEHHE-OCEHHUI Nepuog, Torga Kak nuk 3abonesaemoct MBC npuxogmnca Ha
3UMHMe MecALbl 1 6bli CBA3aH € nogbemamu 3abonesaemoct COVID-19 (cM. pUCyHOK).
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CpaBHUTeNbHaA ce30HHaA AMHaMNKa 3a6oneBaemocTn 6onesHbio KaBacaku U MynbTUCNCTEMHBIM
BOCNaNUTEeNbHbIM CUHAPOMOM, accoLMnpoBaHHbiMm ¢ COVID-19

Comparative seasonal trends in the incidence of Kawasaki disease and multisystem inflammatory
syndrome associated with COVID-19

Mpy oueHKe CPOKOB rocnMUTanu3aLum 6b110 YCTaHOBMIEHO, YTO NaumeHTbl ¢ BK n MBC
nocTynanu B CTaluMoHap B cpefiHeM Ha 5-e (3,0; 7,0) cyTku oT Hauana 3aboneBanus. OgHa-
KO ANUTESIbHOCTb NPebbIBaHUSA B CTaLMOHape 6biia Bbiwe y nauymeHToB ¢ bK, uem ¢ MBC
(15,0 (11,0; 21,0) npotre Me 13,0 (10,0; 16,0) Koko-gHen, p=0,003). B To e Bpemsa getn
¢ MBC 3HaunTenbHO Yalle TpeboBanu rocnuTanu3alun B OTAeNIEHNE MHTEHCUBHOW Tepa-
nuu (92,9% npoTme 32,9%, p<0,001).

MNoBogom K rocnutanusaumm naumeHToB ¢ bK ABnAnacb coxpaHALWanca NMxopaaka,
He OTBeualLas Ha aHT1baKTepmrasnbHyto Tepanuto. et ¢ MBC nocTynanu B cTayuoHap B
CBA3U C TAXKENbIM TeUeHeM 3aboneBaHuA.

OfHVM 13 OCHOBHbIX CUMMATOMOB ¥ KpUTepmnes NOCTaHOBKM AnarHo3os bK n MBC as-
naeTca gnutenbHaa nuxopagka. Cnegyet oTMETUTb, YTO Y NaLMeHToB ¢ bK nuxopagka Ha-
6niofanach fosblie 1 coctaBunia B cpeaHem 10 aHel B cBA3M ¢ 6oniee No3gHeNn NocTaHoB-
KOW AmarHo3a, y naunentos ¢ MBC - 7 gHen (p<0,001).

B nccnepgyembix rpynnax cpefgy OCHOBHbIX KIUHMYECKUX NpoasneHnn npu bK 3Haum-
TeJIbHO Yalle BCTPeYanmcb NonmmopdHas 3K3aHTeMa, U3MEHEHNA CIIM3UCTOM Iy6 1 A3biKa
(XeNnnT, <MaNMHOBBIN A3bIK»), LUENHBIA NTMMpaLEHNT, OTEK KUCTEN 1 CTOMN C NOCIeAYOLWM
OKOJIOHOTTeBbIM WesylueHveM. [TopaxkeHunA rna3s (KOHbIOHKTUBKT, CKIIEPUT), SpUTema Ciim-
31CTON NONOCTY PTa, SpUTEMA NAajOHEN 1 CTON BCTPeYanucb B PaBHOWN CTeNeHn B ABYyX
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Ta6nuua 1

CpaBHUTeNbHaA XapaKTepucTnKa KNMHNYeCKUX cuMmnTomoB 6onesHn KaBacaku n MynbTucncTeMHoro
BOCNANUTENbHOro CMHAPOMA, accounmnpoBaHHoro ¢ COVID-19

Table 1

Comparative characteristics of clinical symptoms of Kawasaki disease and multisystem inflammatory
syndrome associated with COVID-19

Kpurepnii Eonesoub KaBa- Mynb'rvncw:"remubm Bocna- p
cakm, % (n) NUTEeNbHbIN cUHAPOM, % (n)
Jlnxopapka 100 (76/76) 100 (70/70) -
MNonvmopdHan sk3aHTeMa 93,4 (71/76) 72,9 (51/70) 0,001
KOHBIOHKTUBUT 72,4 (55/76) 72,9 (51/70) 1,0
Ckneput 82,9 (63/76) 72,9 (51/70) 0,16
Xennut 93,4(71/76) 67,1(47/70) <0,001
«MannHOBbIN A3bIK» 44,7 (34/76) 27,1 (19/70) 0,038
dputema CAM3NCTOM MONOCTY PTa U MOTKK 96,1 (73/76) 91,4 (64/70) 0,31
LerHbin numdaneHnT 75,0 (57/76) 24,3(17/70) <0,001
dputema nafjoHew 1 cTon 52,6 (40/76) 34,3 (24/70) 0,030
OTeK KnUCTen 1 cton 65,8 (50/76) 17,1 (12/70) <0,001
OKonoHorTesoe LWwenyleHne 46,1 (35/76) 4,3 (3/70) <0,001
MopaXkeHnA XenyaoUYHO-KNLLIEYHOTO TpaKTa 25,0 (19/76) 94,3 (66/70) <0,001
ApTpanrun 25(19/76) 12,9 (9/70) 0,091

rpynnax. lonA nayneHToB ¢ apTpanrusamm 6binia Bblle B rpyrnne naumneHToBs ¢ BK. Mopaxe-
HUA XenyJoYHO-KMLLEYHOrO TPaKTa, Takue Kak pBoTa, Anapes, 60nu B XXMBOTE, 3HAYMO
yalle BCTpeyaloTcs B rpynne nayneHto ¢ MBC (1abn. 1).

Mo AaHHbIM MHCTPYMEHTanbHbIX NCCNefoBaHU (peHTreHorpadus, ynbTpasByKkoBas
OMarHoCTMKa), CrieHOMeranua 3HauymMTeNbHO Yalle BbiasaAnacb npu MBC (p=0,042), Tor-
[la KaK YacToTa renatomeranaum n PeHTreHONIOrMYECKNX U3MEHEHWIA B NIETKNX HE pasfinya-
nacb Mexgy rpynnamu. Mpu oueHke obLLero aHanM3a MoOUYU NATONOrMYECKNE U3MEHEHNA
TakXe npeobnaganu y nayneHtos ¢ MBC (tabn. 2).

MopaeHnsa cepAeYHO-COCYANCTON CUCTEMDI, BKIOYAA KOPOHAPUT, MMOKapAUT 1 ne-
pUKapauT, PermMcTpUpoBanncb C O4MHAKOBOI YacToToln B 0benx rpynnax (tabn. 2). OgHa-
KO TeueHue MrnokapamTa y naumeHtos ¢ MBC 6bisio 60ee TsXenbiM U CONPOBOXKAANOCH
npu3HakaMmn cepaeyHol HeOCTaTOUHOCTU: CHUPKEHNEM COKPATUTENbHON QYHKLMMK Ne-
BOrO Xenygouka, gnnataunen nosocTen, Taxmkapamen, HapyweHnamm putma. JononHu-
TeNlbHaA KapAMoTponHaa noafepxkKa notpebosanacb 14% nauneHtos ¢ MBC.

CpaBHeHWe U aHanu3 N1abopaTopHbIX AaHHbIX MoKasanu, Yto npy MBC akTMBHOCTb
BOCMaNnMTENbHOro NpoLiecca Bbille (nenkounTos, HelTpodunes, ypoBHU C-peakTVBHOIO
6enka 1 npokanbLMToHKHa). Mpu BK y 60/1blIMHCTBa NAaLMEHTOB NPY NOCTYMIEHN pPeru-
CTPUPOBANCA TPOMOOLMTO3 M Y YaCcTX NALMEHTOB COXPAHANCA Ha MPOTAXKEHUN OCTPOrO
nepvoga 605e3H1 BNIOTb A0 BBINMMCKM U3 CTaumoHapa. Y nauneHtos ¢ MBC yalle Habnto-
Janacb TpombouuToneHus (Tabn. 3).

OcHoBHbIM meTogom neveHns bK n MBC aBnaeTca BBegeHve npenapaTos, NoAaBnAio-
LMX CUCTEMHBI BOCMANUTENbHBIN OTBET. 74 pebeHKa (97%) ¢ bBK nonyumnn BBUT (B nose
2 r/Kr/cyT) B coueTaHWM C aLeTUICannumMnoBon KncnoTon (B go3e 3-5 mMr/Kr/cyT anutenb-
HOCTbIO A0 6 Hefenb). B cBA3M C BbipaXKeHHbIMY UMMYHOMATOIOrMYeCKMIM NPOABNEeHNA-
MK y 29 peTen (38%) notpeboBanocb Ha3HAUYeHME FIOKOKOPTMKOCTEPOMAOB KOPOTKUM
Kypcom B fo3e 1 Mr/Kr/cyT B TeueHue 3-5 gHen.
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Ta6bnuua 2

CpaBHUTeNIbHaA XapaKTepucTnKa nopaxeHus cepAe4HO-COCYANCTON CUCTEMbI, IErKNX, OpraHoB
6pPIOLIHOI MONOCTUN U MOYEBbIAENNTENbHOI CUCTEMbI Y NALNEHTOB ¢ 6onesHbio KaBacaku n
MYNIbTUCMCTEMHbIM BOCNAINTENIbHbIM CMHAPOMOM, accounmnpoBaHHbiMm ¢ COVID-19

Table 2

Comparative characteristics of damage to the cardiovascular system, lungs, abdominal organs and
urinary system in patients with Kawasaki disease and multisystem inflammatory syndrome associated

with COVID-19
Kpurepnii Bonoesub Kasaca- Mynbmcmiremubm BoCna- p
Ku, % (n) nuTenbHbI cuiapom, % (n)

r”:;"';;:“"'“ B NETKVX HA PEHTIEHO™ | 14,1 (26/59) 59,4 (41/69) 0,11
lenaTomeranua 84,2 (64/76) 85,7 (60/70) 0,82
CnneHomeranusa 51,3 (39/76) 68,6 (48/70) 0,042
/I3MeHeHus B moue 31,6 (24/76) 90,0 (63/70) <0,001
MpotenHypua >0,033 r/n 18,4 (14/76) 74,3 (52/70) <0,001
TNenkouutypua >10/1 22,4(17/76) 22,9(16/70) 1,0
lemaTypusa >5/1 5,3 (4/76) 18,6 (13/70) 0,018
KopoHaput 38,7 (29/75) 28,6 (20/70) 0,22
Mwokapgut 33,3(25/75) 28,6 (20/70) 0,59
MNepukapaut 10,7 (8/75) 15,7 (11/70) 0,46
CeppeyHan HejoCTaTOYHOCTb 1,3(1/76) 14,3 (10/70) 0,004

B neuernn MBC BbicOKyto 3G deKTUBHOCTb NOKa3ana KOMOMHMPOBaHHaA Tepanus Bbl-
cokumun gosamu BBUT (2 r/kr/Kypc) B coueTaHnm C BHYTPUBEHHbIM BBEAEHNEM [TTIIOKOKOP-
TUKOCTepPOnAOB B fi03e 2 MI/Kr/cyT B TedeHue 5 aHel. [laHHylo cxemy nonyuunn 64 naum-
eHTa (91%).

Ta6bnuua 3

CpaBHMTeNbHaA XapaKTepucTnKa NabopaTopHbIX U3MeHeHUi1 npu 6onesHn KaBacaku n
MYNbTUCUCTEMHOM BOCNannTeNbHOM CUHAPOMe, accouumnpoBaHHom ¢ COVID-19 (Me (Q;; Qs))

Table 3

Comparative characteristics of laboratory changes in Kawasaki disease and multisystem inflammatory
syndrome associated with COVID-19 (Me (Q;; Qs))

MokasaTennb bonesHb KaBacakun Mynbmc,““emubm Bocnann- P
TeNbHbIN CMHAPOM
Nenkouutbl, X10%/1, NIpU NOCTYNAEHNN 15,1(12,2;20,3) 11,8(9,4;15,4) <0,001
NerikounTsl, X10°/1, max 18,7 (14,9; 24,5) 16,9 (13,7; 21,9) 0,07
Hentpodunsl, %, npy noctynneHmn 70 (58;77) 65 (56;72) <0,05
TpombouuTbl, X10%/1, npu noctynnenun | 305 (249; 380) 177 (126; 254) <0,001
Tpomb6ouuTsl, X10°/1, max 619 (519;768) 505 (397; 628) <0,001
Tpom6ouuTbl, X10°/n, Npu BbiNUCKe 508 (370; 607) 409 (338;474) 0,004
CO3, MM/4, Npuy NoCTyneHnmn 41 (25; 50) 22 (14;31) <0,001
CO>, MM/4, max 55 (46; 63) 48 (32;58) <0,001
[emMorno6uH, r/n, Ipy NOCTyNAeHNN 117 (108; 125) 117 (109; 133) 0,23
CPB, mr/n, npv noctynnexHum 87 (41; 148) 138(79; 183) 0,002
CPB, mr/n, max 97 (47;170) 158 (114; 195) <0,01
MPOKanbUNTOHWH, HI/MN 0,34 (0,14; 1,80) 3,20 (0,90; 7,2) <0,01
AnbOGYMUH I/n, NPy NOCTYNEHUN 37(31;43) 39 (35;42) 0,34
HaTpui, Mmonb/n, npn nocTynneHmn 137 (135; 140) 137 (136; 140) 0,35
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C y4yeToM KNUHNYECKON KapTUHbI 3aboneBaHna 1 HanMuma BOCNannTeNbHbIX M3MeHe-
HUI B KPOBU 60/1bLIMHCTBO NaumeHToB ¢ BK n MBC nonyuyanu aHTMbaKkTepmanbHyto Tepa-
nuio B febtoTe 3aboneBaHnA go BeprdmrKaumm gnarHosa (92% v 99% cooTBETCTBEHHO).

Bce getu c BK (n=76; 100%) n MBC (n=70; 100%) 6bin1 BbINUCaHbI C yiyylleHneM Ha
ambynaTopHbIl 3Tan nof HabnogeHne y4acTKOBOro neguatpa v AeTCKoro KapanopeBma-
Tonora. bonbWMHCTBO NaLMeHTOB Habnoganncb B AUcnaHcepHom KabuHete Y3 «[ANKE»
r. MrHcKa B TeueHune 1 roga nocsie nepeHeceHHOro 3aboneBaHua. lNepBbli AUcnaHCepPHbI
OCMOTpP NpoBOAMNCA cnycTa 1 MecAl nocne BbINMUCKU 13 CTaumMoHapa C Liefibio OLEeHKN
nokasaTenen ob6Lero aHanmnsa Kposu (TpomboumnTbl, CO3), fonnepokopoHaporpadum n
KOppeKuumn ganbHenwen Tepanun acnnpuHom. NMoBTOpHbIE OCMOTPbI NPOBOAUINCH Ye-
pe3 3, 6 1 12 MmecAueB Nocse BbIMUCKN C OLEHKON OOLWEro N BUOXNMNYECKOrO aHANIM30B
KpOBW, 00LLero aHanM3a Mouu, SNeKTPoKapanorpaMmbl U 3XxoKapanorpadmm ¢ gonnepo-
KopoHaporpadueir. PazsuBlumecsa y 4acTu NaLNeHTOB OC/TIOXKHEHUA CO CTOPOHbI cepaey-
HO-COCYAMNCTOW CUCTEMbI (KOPOHAPWT, MMOKAPAUT) B OCTPbIN Nnepuof 6onesHn Kynnposa-
NNCb K KOHLYY ANCNaHCePHOro 3Tana HabnoaeHuns.

B BbIBObl

1. bonesHb KaBacakm valle BCTpeyaeTca y AeTen mnagliero Bo3pacta (4o 5 nert), B 10
BpeMA KaK MyNbTUCUCTEMHbI BOCMANUTENbHbLIA CUHAPOM, acCOLMUMPOBAHHBIA C
COVID-19, B 60nblWIMNHCTBE C/ly4aeB NopakaeT AeTell cTapllero Bo3pacrta 1 NnoapocT-
KoB. B o6oux cnyyasx yale 60neT ManbumKu.

2. HecmMoTpsA Ha CXOACTBO KIIMHMYECKNX NPOoABMeHnI 3aboneBaHunii, cnegyet OTMETUTD,
UTO CNIU3NCTO-KOXKHbIe NPOABNEHUA, LWENHbIA NUMdateHNT, apTpanrum 3HaYuTeNbHO
yawe BcTpevatotcsa npu BK. Ina MBC B 6onblueit cTeneHn XapakTepHbl MOparkeHnA
XeNyAoUYHO-KULIEYHOrO TPAKTa, Nerkmx 1 MoYeBbIAeNnTeNIbHOM CUCTEMBI.

3. OCnoKHeHUA CO CTOPOHbI CEPAEYHO-COCYAMNCTON CUCTEMBI, TaKMe Kak KOPOHapwT,
MUWOKapAuT 1 NepuKapauT, B PaBHOW CTENEHN MOTYT NPOABAATLCA Y NaLUmeHToB ¢ BK 1
MBC. OgHako ana nauymeHToB ¢ MBC xapakTepHo 6onee Taxenoe TeyeHne MMoKapan-
Ta C NPOABNEHUAMU CEPAEYHON HEAOCTaTOYHOCTM.

4. TloBblWeHKe ypOBHA MapKepoB OCTPO da3bl BOCMaNeHUs XxapakTepHo AiA obenx Ho-
3onorui, ogHako npu MBC HabniopgaeTca 6onee BbICOKasA akTMBHOCTb UMMYHOBOCHA-
nuTenbHoro npouecca. Takre nauneHTbl UMetoT bonee Taxenoe TeyeHne 3aboneBaHuA
n TpebytoT 6onee ANNTENLHON MHTEHCUBHOW Tepanmu.

5. OcHosy Tepanum bBKn MBC cocTaBnsatoT npenapartbl, NOAaBAAoLWME CUCTEMHbIN BOCMa-
NUTENbHbIN 0TBET. PaHHee Hauano neyeHus (B TeyeHue nepsbix 10 AHe OT NOABEHWA
CUMMNTOMOB) 3HaUUTENIbHO CHUXKAET PUCK MOPAKEHUA KOPOHapHbIX apTepuin n ynyu-
LwaeT ncxopbl. BegeHne naymeHTOB NpeanonaraeT MynbTUANCUUMANHAPHBIA NOAXOL, C
yyacTveM Kapanonoros, UHPEKLNOHNCTOB U, NPU HEOOXOANMOCTH, PeaHMMaTOSIOrOB.
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Pesiome

BBepeHme. HacnefcTBeHHble NXTVO3bl — FeTeporeHHas rpynmna reHogepmMaTo3os, audde-
peHUuanbHasa AnarHoCTUKa KOTOpbIX 3aTpyaHeHa GeHOTUNMYECKUM CXOACTBOM pPasfiny-
HbIX GOPM, LWIMPOKNM CMEKTPOM MPUUUHHBIX FTEHOB U BO3MOXKHOCTbIO COYETaHHOrO Ha-
cnefioBaHuA. BoisBneHne ABONHOro MonekynsapHoro amarHo3sa (double trouble) Tpebyet
NpYMeHeHNA BbICOKONPOW3BOAUTESIbHbIX METOOB CEKBEHNPOBAHNA.

Llenb. lNpeactaBuTb KNNHNKO-TEHETUYECKYIO XapaKTepUCTUKY 2 HEPOACTBEHHbIX CllyyYaeB
coueTaHHbIX GOPM MXTNO3a, OLLEHUTb BKaf KaXAoro reHeTuueckoro gedekra B peHoTmn
1 060CHOBATb HeO6X0ANMMOCTb NpuMeHeHUst NGS B KauecTBe MeTofa NepBoro Bolibopa.
Matepuanbl 1 metoabl. [lpoBefeHO KOMMEKCHOe KIMHUKO-TeHeTUYeckoe obcne-
[loBaH/e 2 HepOoACTBEHHbIX MaLWEHTOB C reHepanu3oBaHHbIM LienyweHnem. Knu-
HUYeckaa oOlLleHKa BKJoYana ocMoTp, c6bop aHamHesa, ¢doTofoKymeHTauuio u cbop
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V13yueHune MmonekynapHO-reHETUYECKUX MEXaHV3MOB COUYETaHHbIX GOPM MXTNO30B
1 nx GeHOTUNUYECKMX NPOABAEHNI Y NaLMeHTOB

MHPOPMUPOBAHHBIX cornacuii. feHeTUYECKNIA aHann3 BKJoYan TapreTHoe CeKBEHUPO-
BaHMe YacTblX MATOreHHbIX BapnaHToB reHa FLG metogom CaHrepa, NOSIHOFreHOMHOE Cek-
BeHupoBaHne (DNBSEQ-T7, PE150, PCR-free), bronHdopmaTnyeckyto 06paboTKy AaHHbIX
WGS (MO NGS-data-Genome), nHtepnpeTaumto BapmaHTos no Kputepmuam ACMG/AMP c
ncnonb3oBaHnem 6a3 gnomAD, OMIM, HGMD, sepudurKkauuio n aHanmns cerperaunm Bbl-
ABNEHHbIX BapnaHToB MeTogom CaHrepa, MLPA-aHann3 gna getekumn KpynHbix geneunii.
PesynbraTbl. Ha nprimepe 2 cemeli 3yyeHa KNMHMYeCKasa KapTUHa coueTaHHbIX Gopm nx-
TNO3a C yYETOM MOJIEKYNIAPHO-TeHETUYECKNX AiaHHbIX. YCTaHOBMIEHO, YTO deHoTUN nauu-
€HTOB onpepaenanca KoMbMHaLmen 2 reHeTuyeckux aedeKkToB: reTePO3nNroTHbIM NaToreH-
HbIM BapuaHTOM B reHe FLG (c.2282_2285del n ¢.3321delA cooTBeTCTBEHHO) B COYETAHUN
NM60 C rOMO3UrOTHBIM MaToreHHbIM BapuaHTom B reHe NIPAL4 (c.341C>A), nmbo ¢ remu-
3UroTHOW Aeneuuen nokyca Xp22.31, Bkntovatoleri reH STS. B nepsom cnyyae peHoTtvn
npobaHaa XxapakTepu3oBasncsa paHHUM reHepann30oBaHHbIM LenyLeHNneM U BblpaXXeHHON
rmnepnMHeapHoCTbio NafoHel. Bo BTOpom ciiyyae KnuHMYeckasa KapTuHa y matepu-HOCU-
TeNbHMLbl OTMEYEHa ¢ NpeobnagaHnem NpoABneHnin X-CLENNEHHOIO NXTMO3a N onpege-
nAnacb NPenMyLLecTBEHHO TEMHbIMI YellyKaMu Ha NaTepasibHbIX MOBEPXHOCTAX Tena ¢
yCUNEHNEM CyXOCTU KOXW U TMNepinHeapHOCTbIO NafoHe.

3aknoueHue. Bnepsble B pOCCUIACKON NOMYAALUN ONKCaHbl Cllyvyan COYETaHHOro Ha-
cnefoBaHMA pasnnyHbIX Gopm nxTrosa. MNpogeMoHCTPMPOBaAHO, YTO KOMOUHALMA FreHe-
Tyeckmx fedeKToB NPUBOAUT K M3MeHeHWIo GeHOTMNa, oTpaXkalowwemy agauTUBHBINA 1
MoaMOUUMPYIOLWMIA BKNAZ, KaXKAoro 13 HapyLleHWI — CO CTOPOHbI GapbepHon dyHKUMK
anmaepmmnca u nunugHoro metabonmsma. MonyyeHHble JaHHble 06OCHOBbLIBAOT NpUMe-
HeHVe BbICOKOMPOW3BOAMNTENIbHOTO CEKBEHMPOBAHUA B KayecTBe MeToAa NMepBOro Bbl-
60pa y NaLUMeHTOB C BPOXAEHHbIM UM aTUMMYHBIM UXTVO30M AJIA PACKPbITUA CIIOXKHbIX
reHeTUYeCKmx cLieHapueB. BoiaBneHme coyeTaHHbIX POPM KPUTUYECKMN BaXKHO Af1st TOYHO-
ro NPOrHoO3npPoBaHNA TeueHUs 3a60sieBaHNS, aieKBaTHOrO MeANKO-reHETUYECKOrO KOH-
CYNbTUPOBaHMA U NEPCOHANN3NPOBAHHOIO BeleHNA NaLNeHTOoB.

KnioueBble cnoBa: HacneACTBEHHblE UXTNO3bl, BPOXAEHHbIA UXTNO3, COYETaHHOE Ha-
cneposaHue, FLG, NIPAL4, STS, nofnHOreHOMHOe CeKBeHUpPOBaHWUe, andpdepeHUmnanbHan
OnarHocTrka
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Abstract

Introduction. Inherited ichthyoses are a heterogeneous group of genodermatoses
whose differential diagnosis is complicated by overlapping phenotypes, a wide spectrum
of causative genes, and the possibility of co-inheritance. Identifying dual molecular
diagnoses (double trouble) requires applying high-throughput sequencing techniques.
Purpose. To present clinical and genetic characterizations of two unrelated cases
of combined ichthyosis, to evaluate the contribution of each genetic defect to the
phenotype, and to justify the use of next-generation sequencing (NGS) as a first-tier
diagnostic method.

Materials and methods. A comprehensive clinical examination and genetic testing were
performed in two unrelated patients with generalized scaling. The clinical evaluation
included physical examination, history taking, photodocumentation, and collection
of informed consent. The genetic testing comprised targeted Sanger sequencing of
common pathogenic variants in the FLG gene, whole-genome sequencing (DNBSEQ-T7,
PE150, PCR-free), bioinformatic processing of WGS data (NGS-data-Genome software),
variant interpretation according to ACMG/AMP criteria using gnomAD, OMIM, and HGMD
databases, Sanger validation and segregation analysis, and MLPA analysis for detection of
large deletions.
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V13yueHune MmonekynapHO-reHETUYECKUX MEXaHV3MOB COUYETaHHbIX GOPM MXTNO30B
1 X GEHOTUNNYECKMX MPOABNIEHNI Y MALNMEHTOB

Results. The clinical presentation of combined ichthyosis forms was investigated in two
families in the context of molecular genetic data. It was established that the patients’
phenotype was determined by a combination of two genetic defects: a heterozygous
pathogenic variant in the FLG gene (c.2282_2285del and c.3321delA, respectively)
combined either with a homozygous pathogenic variant in the NIPAL4 gene (c.341C>A)
or with a hemizygous deletion of the Xp22.31 locus encompassing the STS gene. In the
first case, the proband’s phenotype was characterized by early generalized scaling and
pronounced palmar hyperlinearity. In the second case, the clinical presentation in the
carrier mother was predominantly consistent with X-linked ichthyosis, featuring dark
scales on the lateral surfaces of the trunk, along with increased skin dryness and palmar
hyperlinearity.

Conclusion. This is the first description of co-inheritance of different forms of ichthyosis
in the Russian population. It was demonstrated that a combination of genetic defects
resulted in a change in the phenotype, reflecting the additive and modifying contributions
of each disruption: both from the epidermal barrier function and from lipid metabolism.
These findings support the use of high-throughput sequencing as a first-tier diagnostic
approach in patients with congenital or atypical ichthyosis to unravel complex genetic
scenarios. The identification of combined forms is critically important for accurate disease
prognosis, appropriate genetic counseling, and personalized patient management.
Keywords: inherited ichthyosis, congenital ichthyosis, co-inheritance, FLG, NIPAL4, STS,
whole-genome sequencing, differential diagnosis

B BBEJAEHWE

HacnenctBeHHble nxtnosbl (HU) npeactaBnsioT co6oi reTeporeHHyto rpynny reHeTu-
yecky 06YCNIOBNIEHHBIX EePMaTO30B, XapaKTEPU3YIOLMXCS HAPYLIEHNEM KePaTUHU3AL MM
W feckBamalumun SNUTeNna, Yto NpmuBoanT K GOPMUPOBAHMIO reHepPann30BaHHOMO Leny-
LUEHWA KOXW Pa3fNYHON cTeneHun TaxecTn [1]. 3To XpoHmnYeckoe COCTOAHNE He TONbKO
CYLLECTBEHHO CHIKAET KAUeCTBO XM3HW MaLMEHTOB, TPeOys NOXKN3HEHHOTO YXOAa, HO 1
HepenKo CoYeTaeTcs C CUCTEMHbBIMU HapyLIEHUSIMU, OCOBEHHO MY TAXKESTbIX aQyTOCOMHO-
PEeLECCUBHBIX BPOXAEHHBIX popmax uxtmosa (APBW) [2]. AKTyanbHOCTb yriy6neHHOro
N3y4YeHnA reHeTnyecknx ocHoB HY npoaukToBaHa KNMHUKO-ANMarHOCTUYECKUMU CITOXKHO-
CTAMU, C KOTOPBLIMW Ha NPaKTUKe CTaNKMBAIOTCA Bpaun-reHeTMKW, [ePMATONIOr, negma-
TPbl 1 ApYyrue Bpaum pasHbIX HanpaBieHUN.

Bo-nepBblIx, BbICOKaa reHeTnyeckasa reteporeHHocTb HA (6onee 60 u3BecTHbIX npu-
UMHHBIX FeHOB [3, 4]) OTpaXkaeT CNIOKHOCTb MOMIEKYNIAPHbBIX MEXaHU3MOB NoaaepaHumaA
KOXHOro 6apbepa U CO3[aeT 3HauyuTeNbHble TPYAHOCTW ANA OCYLECTBEHUA TOUYHON
MONEKYNAPHOWN AMarHOCTUKIN. Bo-BTOpbIX, CylecTBYeT cepbe3Has npobnema dbeHoTnnm-
YyecKoro nepekpbiBaHuA pas3nyHbix popm HU: KnuHndyecknin nonumopdusm 3abonesa-
HUA Ype3BblYaHO LWMPOK — B HacToALee BpeMsa onmcaHo okono 100 pasnnyHbIX Knu-
HUYeckux GpeHOTUMNOB MXTUO30B [5], BapbMpyloWMX OT NErKUX JIOKann30BaHHbIX GOpM
[0 TAXKeNbIX reHepasin30oBaHHbIX MOPAKEHUN, YrpoXKaloWmX Xn3HU. Takoe MHoOroobpa-
31e NPOoABNEHUN, HepedKO MacKMpylolleeca nof Apyrve reHogepmMaTosbl, CyLeCcTBeH-
HO 3aTpyAHAeT andpdepeHLManbHy0 ANarHOCTUKY. Ta HeonpeneneHHOCTb OC/IOXKHAET
MPOrHO3MPOBaHME TEUYEHUs, FeHETUYECKOE KOHCYNbTUPOBaHME CEMbM U Pa3paboTKy
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NepcoHann3nNPOBaHHOIO NOAXOAA K BeAEHMIO NaLuneHTa. B-TpeTbnx, BHeAPEHME BbICOKO-
NPou3BOANTENBHOIO cekBeHMpoBaHUA (NGS) BbISBUNO HOBble OCOOEHHOCTU — BO3MOMXK-
HOCTb COYETaHHOro HacsiefjoBaHNA pa3HbiX GOPM MXTMO3a y OJHOrO MaumeHTa, Korga
deHoTmn dopmmpyeTca nof BAUAHMEM MATOreHHbIX BapMaHTOB B 2 reHax, acCcoLmmpo-
BaHHbIX C pa3NMyHbIMK TUNAMK HacnefoBaHuA. Hanbonee n3yyeHHbIM NPUMEPOM TaKoro
COYEeTaHHOro HacneloBaHKA ABNAETCA KOMOMHaLUA BapnaHToB B reHax FLG (BynbrapHbili
uxTtno3s (BM) c nonyaoMmnHaHTHbIM TUNOM HacnefoBaHuA) u STS (X-cuenneHHbIn NXTNo3
(X-CW)) [6-9]. B nuTepaType onmcaHO HECKONbKO CiyYaeB, AEMOHCTPUPYIOLWNX CUHEPri-
yeckunin 3pPeKT Taknx KOMOMHALMIA: NAaLNEHTbI C COYETaHHbIM HOCUTENIbCTBOM BapUaHTOB
B 000MX reHax MMeIOT 3HaunTeNIbHO 6osee TAXKeNbI GeHOTMMN MO CPaBHEHMIO C HOCKTe-
NAMN N30/INPOBAHHbIX BAPUAHTOB B KaXKAOM 13 reHoB [6, 7]. B yacTHoCTH, nccnefoBaHus
nokKasanu, 4To BapuaHTbl B reHe FLG MoryT BbICTynaTb B ponv reHeTUYeckmx mogudumka-
TOpOB, ycyryonawowmx TeyeHne X-CU, uto noaTBepaaeTca NOBbIWEHHON YacTOTOW Bbl-
ABneHnA gedekToB dmnarrprHa cpean naunmeHToB ¢ X-cuenseHHbiM nxtTrnosom [8]. bonee
TOro, onucaHbl cnyvan maHudectauun X-CU y XeHWmH — HOCUTENbHULL BapyaHTOB/aene-
umi B reHe STS Npu ogHOBPEMEHHOM HaciefoBaHMM NaTOreHHbIX BapuaHToB B reHe FLG,
UTO OnpoBepraeT Knaccuyeckoe npeacTaBneHne 06 oTCyTCTBUM KIMHUYECKUX NposBIe-
HUI Yy reTepo3MroTHbIX HOCUTENbHUL, X-CLienieHHbIX 3abonesaHui [9].

B nuTepatype TakXe onmcaHbl eliHWYHbIE C/lyYan COYETaHHOrO HOCUTENbCTBa Ba-
pvaHToB B reHe FLG ¢ naToreHHbIM1 BapuaHTaMy B reHax, accouumpoBaHHbix ¢ APBU,
O[HaKO 3TV HabnogeHMA orpaHnMYeHbl NONYNALMOHHBIMY UCCNEA0BaHUAMUN U He cofep-
»KaT 0eTaNbHOro KIMHUKO-TEHETUYECKOro aHanm3a Takmx KomouHauui [10]. CoueTaHun
MaToreHHbIX BapMaHTOB B reHax, acCoOLMUPOBAHHbIX C ayTOCOMHO-AOMMHaHTHbIM (ALl)
N ayTOCOMHO-peLeccmBHbIM (AP) Tnamn HacnegoBaHuA, B yactHocTh FLG n NIPAL4,
B JOCTYNHOW MMPOBOW NnuTepatype 1 B Poccum Ao HacTosAWero BpeMeHU He onmcaHo
[11, 12]. BoiAaBneHue 1 geTanbHasa XapakTepUCTMKa TaKUX CllyYaeB KPUTUYECKUN BaXKHbI AJ1A
NOHUMaHWUA NOJIHOTO CreKTpa reHeTnyeckmx npuumH HX B Poccmm, ontummsauymm guna-
FHOCTUYECKMX afiFOPUTMOB U OLIEHKM BKN1aZa CJIOMHbIX FeHETUYECKNX Mogenen B opmu-
poBaHue deHoTMMNa. BepoAaTHO, oTCyTCTBME NOJOOHBIX ONMCaHU OTPaXKkaeT He UCTUHHYIO
pacnpoCcTpaHEHHOCTb AAHHOTO ABJIEHMA, @ OrPaHNYEHHOE NMPUMEHEHNE KOMMIEKCHOIO
NGS-TecTMpoBaHuWA B PyTUHHON AWArHOCTMKE Y HEAOCTAaTOYHYIO HAaCTOPOXKEHHOCTb KNu-
HULMNCTOB B OTHOLLIEHUWN CNOXKHbIX FrEHETUYECKMX CLieHapneB, 0COOeHHO Koraa peyb uget
0 COoYeTaHMM pa3HbIX TUMOB Hac/efoBaHWA y OJHOIO NaLmeHTa.

Ocobylo grarHoCTUYeCKylo CIIOXHOCTb npefcTaBnsaet reH ¢unarrpuHa (FLG). Ero
e[IMHCTBEHHbIN Kogupytowmin GC-6oratbiii 3-1 3K30H C JECATKOM MOYTU MAEHTUYHbIX
NOBTOPALWNXCA NOC/IeA0BaTENIbHOCTEN, a TakXKe BbICOKAA roMonorna ¢ reHamu FLG2,
HRNR 1 RPTN yacTo npnBogAaT K owmbkamM KapTUPOBAHMSA 1 BblpaBHMBAHMA NPOYTEHNUIA
Npu CEKBEHNPOBaHMMN C KOPOTKMMUK NpouTeHnamu [13]. OTo co3fgaeT pUcKk nonyyeHun
NOXXHOOTPULIATENbHBIX PEe3YNbTaToB UM JIOXHOTO KapTUpPOBaHMA BapuaHTa Ha romo-
NOTMNYHBIN reH, Tpebysa obsA3aTenbHOro noaTeepaeHna metogom CaHrepa. B cuny atux
TexHnYeckux cnoxHocTen FLG nHoraa He BKAOYaloT B CTaHAApTHbIE MaHenu, 4to yxya-
LIaeT ANArHOCTHUKY.

Taknm 06pa3om, akTyanbHOCTb HAaCTOALLErO NCCeloBaHNA 3aK/loYaeTca B Npeoaone-
HUM AnarHocTnyeckmx cnoxkHocten HA ¢ nomowbio npumeHeHna NGS n npegcraBneHum
nepBbIX B POCCUNCKON MONYNAUMW AeTaNbHbIX KIUHWKO-TEHETUYECKMX aHaNu30B YHU-
KanbHbIX CJly4aeB COYETaHHOrO HacsieJoBaHWA pa3HbIX GopM NXTMO3a.
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V13yueHune MmonekynapHO-reHETUYECKUX MEXaHV3MOB COUYETaHHbIX GOPM MXTNO30B
1 X GEHOTUNNYECKMX MPOABNIEHNI Y MALNMEHTOB

B LIEJSTb NCCNEOQOBAHKA

MpoaHann3npoBaTb BO3MOXHbI BKNa Ka)KAoro naToreHHoro BapuaHTta B Gopmmnpo-
BaHWe peHoTuNa y 060Kx NaLmMeHToB, 06CyanTb NPobniembl UHTepNpeTaLm pPe3ybTaToB
NGS 1 06ocHOBaTb HEOHXOANMOCTb LUMPOKOrO BHEAPEHNA BbICOKOMPOU3BOANTENIbHOIO
CEeKBEHUPOBaHUA AN BbIABNEHUSA CJIOXKHbIX FreHETUYECKUX CLIeHapreB NPU NXTUO3aX B py-
TUHHOW KNMHUKO-AMArHOCTUYECKOW NPaKTUKe.

B MATEPWAJ1bl W METO/LbI

[na npoBefieHVA AeTanbHOrO KIANHMKO-FeHEeTMYeCKoro aHanusa obcnenoBaHo 2 He-
POACTBEHHbIX Mexay coboln nauneHTa. MNepBblii — Manbumk B Bo3pacTe 4 MecsAUeB, Ha-
MpPaBfieHHbI Ha KOHCYNbTaLMO C KIWHWUYECKMM [MArHo30M «BPOXAEHHbIA UXTUO3».
Bropoin — My>KunHa 18 net, HanpaBfeHHbIN C ANAarHO30M «X-CLemneHHbIN UXTNO3». KpnTe-
PUAMU BKIOUYEHUA ABAANNCH HanMune reHepasan3oBaHHOrO LWENYLIEHWA U BblpaXXeHHON
CYXOCTUN KOXKHbIX MOKPOBOB, OTMEUYaeMbIX C MepBbIX JHEN XKU3HU.

Bepudurkauma grarHosa nposoannach C npumeHeHem auddepeHunpoBaHHOro nog-
Xofa K MONeKyNApHO-reHeTMYeCKOMY aHanun3sy B 3aBUCUMOCTY OT KIMHUYECKOW KapTUHbI.
Y nepBoro nauneHTa, C y4eToM KINHNYECKNX NPU3HAKOB BYJIbrapHOro MXTNOo3a, Ha nep-
BOM 3Tare BblNOJIHEHO TapreTHoe cekBeHnpoBaHue no CaHrepy reHa FLG. Ina ncknioye-
HUA LIMPOKOro CNEKTPa ayTOCOMHO-PEeLIeCCMBHBIX GOPM UXTMO3a U BbIABIIEHNA BO3MOX-
HbIX CNIOMHbIX FEHETUYECKMX CLIEHApVEB Ha CriedytoLeM 3Tane NpoBeAeHO NONIHOreHOM-
HOe CeKBEHMpPOBaHMe. Y BTOPOro nauueHTa BBMAY HaNMuns TAXKeNoro BpoxaeHHoro de-
HOTMNA C KOINOAUMHOW NJIEHKON B aHaMHe3e 1 MOAO03PeHMA Ha COYeTaHHYIo NaTonorunio
NMONIHOreHOMHOE CEKBEHMPOBAHME BbINOJIHEHO CPas3y.

CekBeHMpoBaHMe 06pa3LiOB 060UX MALMEHTOB NPOBEAEHO Ha FreHeTNYeCKOM aHanu-
3aTtope DNBSEQ-T7 (MGI, Kutain) MeTogomM NapHO-KOHLEBOro NpoyTeHus gnmHon 150 nap
ocHoBaHu (PE150). Ina npo6onoarotoBku ncnosb3oBaHa metoanka PCR-free ¢ ¢ep-
MeHTaTUBHON ¢parmeHTaumen (MGI). O6paboTka AaHHbIX CEKBEHMPOBAHMWA BbIMOIHEHA C
npumeHeHnem nporpammbl NGS-data-Genome, paspaboTaHHo B oTaene 6uonHpopma-
™MK OIBHY «Mefnko-reHeTMyeCcKnin HayYHbI LeHTP umeHu akagemumka H.I. boukosa»
(pervcTpaumoHHbin Homep N2 2021662113) [14]. inA nepBoro nauveHTa cpeaHas rnyou-
Ha NoKpbITUA B nokyce reHa NIPAL4 coctaBuna 72X, obliee cpefiHee NOKPbITUE MO reHo-
My — 58X. Y BToporo nauueHTa rinybrHa nokpbiTia B obnactu reHa FLG gocturna 37x, uto
[OCTaTOYHO AN YBEPEHHOWN JeTeKUUM reTepo3nroTHbIX BAapMAHTOB, a aHaNnu3 permoHa
Xp22.31 BbINONHANCA C OLEHKOW HEPaBHOMEPHOCTU MOKPbITUA AJ1A BbIABIEHNA KPYMNHbIX
aeneunn. ina noateepaeHUA aeneunn reHa STS, BbIABNEHHOW METOLOM NOSIHOFEHOM-
HOro CeKBEHMPOBaHWA, NPOBEAEH aHANN3 METOAOM MYSIbTUMAEKCHOW IrasHou amniun-
¢durKkauum 3oHaoB (MLPA) B o6pasue [JHK matepu BToporo naumeHTa.

Bce nageHTMdUUMpPOBaHHbIE NaTOreHHble BapuaHTbl MOATBEPXAEHbI METOAOM CeKBe-
HupoBaHua no CaHrepy. C Lenblo onpefeneHns TMMNa HacledoBaHUA U NPOUCXOXKAEHNA
BbIAIBIEHHbIX BapMaHTOB BbIMOMIHEH CerperaumMoHHbI aHanu3. [na nepsoro nauueHTa
npoaHanuanpoBaHbl 06pa3ubl AHK oboux pogutenen. [Ina BTOPoro naumeHTa, B CBA3N
C HeloCTYMNHOCTbIO BroNorMYeckoro MaTepuana oTLa, cerperauoHHbIN aHanums orpaHu-
yeH nccnegoBaHem obpasuyos HK matepu n cnbca npobaHaa.

WHTepnpeTauna BbIABNEHHbIX FEHETUYECKMX BapUaHTOB BbIMOJIHEHA B COOTBETCTBUU
C MexpgyHapogHbimn pekomeHpaumamm ACMG/AMP. Tlpy oueHKe MaTOreHHOCTU y4u-
TbIBaNNCb AaHHble NONYNALMOHHbIX 6a3 — npoekTa «1000 reHomoB», ESP6500, Genome
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Aggregation Database (gnomAD, Bepcum 2.1.1 n 4.0.0) [14]. Ina oueHKM KINHUYECKOW
3HAYMMOCTU MCNONb30BaHbl 6a3bl AaHHbIX OMIM, HGMD® Professional (Bepcus 2022.1)
[14], a Takke faHHble peLieH3npyemMol HayYHOM nuTepaTypbl. [Ana npefckasaHna natoreH-
HOCTU MUCCEHC-BapPUaAHTOB NPUMeHANNCL anroputmbl in silico (PolyPhen-2, SIFT, REVEL) n
aNropuTMbl OLEHKN BANAHMA Ha cnnancuHr (mmsplice, squirls, spip) [14].

B PE3YJIbTATHI

MepBbiM NaLMEHTOM ABNAETCA MasibuyMK B Bo3pacte 4 Mmecaues. CornacHO aHaMHe-
3y, poauTeny OTMETUNN FeHepann3oBaHHOE LEeNyLWeHNe U CYXOCTb KOXHbIX MOKPOBOB
C NepBbIX AHEN XN3HU pebeHKa. Mpu KNMHNYECKOM OCMOTpe obLiee CcOCToAHUE pebeH-
Ka ygoBnetBoputenbHoe. KoXHbIl MOKPOB po30BblIiA, oTMeyanach anddysHasa cyxocTb C
MENKOMMIaCTMHYaATbIM LenylleHeM. XapaKTepHbIM NPU3HaKOM ABNANACh BblparkeHHas
rMnepaMHeapHoOCTb NlafoHen 1 cton. Ha Koxke onpepensnncb TOHKME, Nerko otgense-
Mble YellynKKn LiBeTa HOPMasbHOM KOXW pa3mepom oT 1 fo 4 cMm, paBHOMEPHO pacrnpe-
JeneHHble Ha Koxke nba, YLWHbIX PaKOBWH, BONIOCUCTON YacTu rofioBbl, Weu, rpyaun, noa-
MbILLEYHbIX BNafWH, TY10BULLA U KOHeYHoCTel (puc. 1). I3 aHamHe3a 13BECTHO O Hanmuum
NafOHHO-NMOAOLWBEHHOrO rMNepKepaTo3a, 3adMKCMPOBAHHOIO B BO3pacTe 3 MecsLEB.
Ha ¢oHe HazHauaemoW 3MOSIMEHTHON Tepanuy B KOMOUHaLMK C NepopasibHbIM npue-
MOoM BuTaMurHa D Habnioganacb nonoxutenbHasa gnHaMmmka. K Bospacty 8 mecaues oTme-
UeHbl perpecc LWenyLeHns U KynmpoBaHue runepkepaTosa. [IpusHakoB spuTpogepmmu,
3KTPOMWOHA, 3KNabuyma Unm NHbIX IKCTPaKyTaHHbIX MPOABNEHMWI He BblABNEHO. [lnarHo3
«aToOMMUYEeCKNn AepmMaTuT» He Oblf BbICTaBJIEH.

Popuntenn pebeHka KNMHUYECKN 300PO0BbI, B 6/IM3KOPOACTBEHHOM Opake He COCTOAT.
Mpun ocmoTpe maTepn OTMeUYeHa He3HaunTeNIbHaA CyXOCTb KOXHOMO MOKPOBa, rmnepnu-
HEeapHOCTb JTAJOHEN, YTO MOXKET PaCLIEHMBATLCA KaK fierkne npoAsneHna 3abonesaHms.

B pe3ynbTaTe NnpoBeeHHOro MoneKynApHO-reHeTUYeCKoro ccnefoBaHus y npobax-
[la BbIABNEHbI 2 MaTOreHHbIX BapMaHTa B reHax, aCCoOLMMPOBAHHbIX C Pa3fMyHbIMKN $op-
Mamu nxTrosa. Metogom cekBeHnpoBaHuA No CaHrepy B reHe FLG obHapyxeH retepo-
3UrOTHbI HOHCEHC-BAapuaHT €.2282_2285del (p.Ser761Cysfs*36), knaccmounmpoBaHHbIN
Kak natoreHHbin (PSV1, PM2, PP4) B cootBetctBUn € Kputepuamm ACMG/AMP. MNMonHore-
HOMHOE CeKBEHMPOBaHWE AOMONHUTENIbHO BbIABUIO FOMO3UIOTHBIA MUCCEHC-BapUaHT
reHa NIPAL4 c.341C>A p. (Ala114Asp). Ero natoreHHOCTb yCTaHOBNEHa Ha OCHOBaHMU
COBOKYMNHOCTU foka3aTenbcTs (PS3, PS1, PM2, PM3), Bkntouasa faHHble GyHKLNOHaNbHO-
ro NccrnefoBaHWA, CBUAETENbCTBYIOWME O HAPYLLUEHNN BHYTPUKNETOUHOW NoKanmn3aumm
MyTaHTHOro 6enka «uxTumHa» [15], a Takke KpaliHe HMU3KOWM NOMynALUOHHON YacToTe
(cm. Tabnuuy), YTO ABNAETCA BaXKHbIM KpUTepmem NaToreHHOCTU, MOCKOJIbKY NO3BONAeT
anddepeHUMpoBaTb NAaTOreHHbIN BapyUaHT OT YacTOro HeTpPanbHOro nonmmopdrsma, 1
KOHCepBaTMBHOCTM 3aTparnBaeMolri aMMHOKMNCIOTbI.

AHanus cerperauyuu noAaTBepANA ayTOCOMHO-PELIECCUMBHBIN TUM HaclefoBaHNA AnsA
BapuaHTa B NIPAL4 1 ayToCOMHO-OMUHaHTHbIN ANA BapuaHTa B FLG: MmaTb pebeHKa oka-
3anacb HocuTenem NaToreHHOro BapraHTa B reHe FLG v reTepo3nroTHom nNo BapuaHTy B
reHe NIPAL4, a oTel} — reTepo3nroTHbIM TONbKO No BapuaHTy B reHe NIPAL4 (puc. 2).

Taknm obpa3om, y naumeHTa yCTaHOBIEH ABOVHOI MOIEKYNAPHDBIA ANarHo3: Bynbrap-
HbI MXTNO3, OBYCNIOBNEHHBIN reTepPO3NroTHbIM BapuaHTom B FLG, n ayTocomHo-peLec-
CUBHbIN BPOXAEHHbIN UXTNOo3 6-ro Trna (OMIM: 612281), 06ycI0BNEHHbI FOMO3UTOTHBIM
BapuaHTom B NIPALA4.
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V|3yLIEHVIe MONEKYNAPHO-TeHETUYECKNX MEXaHN3MOB COYETaHHbIX (I)OpM NXTNO30B
nnx d)eHOTVII'II/NECKI/IX I'IpOHBHEHVII;I Yy naymneHToB

Puc. 1. ®eHoTun nepBoro npo6aHAa: reHepannsoBaHHOEe MeJIKoNnacTMHYaToe WwenyuweHne Ha ¢poHe
3puTemMaTo3HbIX U3MEHEeHUN (cneBa) n runepnuHeapHoOCTb KUCTen (cnpasa)

Fig. 1. Phenotype of the first proband: generalized fine lamellar scaling on the background of
erythematous changes (left) and hyperlinearity of the hands (right)

BTopbIM NaureHTOM ABNAETCA My>KurHa 18 fieT, 06paTUBLWINIACA C POAUTENAMN U Miad-
wum 6paTtom. V3 aHaMHe3a M3BECTHO, YTO MALUMEHT POAWICA B KO/UTOQUAHON MJIEHKE,
UTO YKa3blBAET Ha TAXKeSbIl BPOXKAEHHbIV XapakTep nopakeHus. C paHHero AeTcTBa Ha-
6ntofancs y Aepmartorniora C AMarHo3oM «uxTro3y. Mpu KNMHMYECKOM OCMOTPE BbISIBIEHO
CUMMETPUYHOE NMOPaKEHME KOXM. KOXHBbI MpoLecc HOCUT reHepPan30BaHHbI XapakTep
N NpeacTaBneH NOBCEMECTHOWN CyXOCTbIO KOXW, Ha rPyAu onpefenaTca CBeTble Mes-
KonnacTuHYaTble Yelynku. Ha Koxe roneHei ¢ natepasnbHON MNOBEPXHOCTM, @ TakXkKe Ha
pa3rmbaTtesibHOM MOBEPXHOCTM PYK U CMIUHE YeLLyK/ NPUOBPETaloT KOPUYHEBATbIN OTTe-
HOK, 6oJiee KpymnHble, MecTaMu MiacTUHYaTble, YTO TUMUYHO ANiA X-CLENSIEHHOro MXTKOo3a
(punc. 3).

CpaBHUTeNbHaA XapaKTepUCTUKa YacToT NAaTOreHHOro BapuaHTa rs199422217 B reHe NIPAL4

MO AaHHbIM Pa3NNYHbIX NONYNALNOHHDIX 6a3

Comparison of frequencies of the pathogenic variant rs199422217 in the NIPAL4 gene across different
population databases

basa gaHHbIX MonynAunoHHaA YacToTa anbTepHaTUBHOrO annens
gnomAD v4.1.0 0,001112

1000 Genomes 0,000599041533546326

ba3a gaHHbIX NONYNALMOHHbIX YacTOT 0,000807

NGS-Data 0,0009289843104872

MpumeyaHwe: BapuaHT rs199422217 npepctaBnaeT coboit MucceHc-3ameHy ¢.341C>A (p.Ala114Asp) B reHe NIPAL4 (koopauHa-
Tbl GRCh38.p14: chr5:157468728).
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Puc. 2. A - pogocnoBHas NepBoil CeMbM 1 FeHOTUNMbI €€ 3 UNIeHOB, 3e/IeHbIM LIBEeTOM BblfieNieHbl
HOCUTENN NaTOreHHOro BapuaHTa B reHe FLG, WuTpMXoBKOI — HOCUTENY NaTOreHHOro BapuaHTa B reHe
NIPAL4; B - aHanu3 cerperayuv BapnaHTa c.2282_2285del p.(Ser761Cysfs*36) B cembe npo6aHpaa;

C - aHanus cerperauum BapuaHTa ¢.341C>A p.(Ala114Asp) B cembe npo6aHaa

Mpumeyanme. MpobaHp (IIl) ¢ coueTaHHON NaTONOrUEN — BYNbrapHbIA UXTMO3 1 NaMEeNNAPHbIA UXTNO3; ero POJUTENN — HO-
CUTENN NaTOreHHbIX BapyaHTOB: GpeHoTNMYecKn 3gopoBbiii oTell (Il.1) 1 MaTb ¢ He3HauMTeNbHON cyxocTbio Koxu (I1.2). feHo-
TNbl onpegeneHbl Mo 2 nokycam: NM_001099287.2(NIPAL4):c.341C>A p.(Ala114Asp) n NM_002016.2(FLG):c.2282_2285del
p.(Ser761Cysfs*36). [eTepo3nroTHbIN BapuaHT c.2282_2285del (puc. 3, A) CO CABUIOM paMKK CUMTbIBAHWUA YHAcNeAoBaH npo-
6aHaom (1189.03) ot maTepm (1189.02), Takxe y npobarfa (1189.03) NOATBEPKAEH FOMO3UTOTHBI BapuaHT ¢.341C>A (puc. 3,
C), yHacnepoBaHHbI oT oTua (1189.01) n matepm (1189.02), y KOTOPbIX AaHHbI BAPUAHT BbIABIEH B reTepO31roTHOM COCTOAHUM.

Fig. 2. A - pedigree of the first family and genotypes of its three members, green indicates carriers of the
pathogenic variant in the FLG gene, while hatching indicates carriers of the pathogenic variant in the
NIPAL4 gene; B - segregation analysis of variant c.2282_2285del (p.Ser761Cysfs*36) in the proband'’s
family; C - segregation analysis of variant c¢.341C>A (p.Ala114Asp) in the proband’s family
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Vlayqem/le MONEKYNAPHO-TeHETUYECKNX MEXaHN3MOB COYETaHHbIX (I)OpM NXTNO30B
nnx d)eHOTVII'II/ILIECKI/IX I'IpOHBHEHVII;I Yy naymneHToB

Puc. 3. PeHoTun BToporo npo6aHAa ¢ KOPMYHEBbIMU YeLlYIKamMK, PacnosioXKeHHbIMI Ha NlaTepanbHOi
NOBepPXHOCTU Tena (cneBa) U rMNepANHeapHOCTbIO NafoHell (cnpaBa)

Fig. 3. Phenotype of the second proband: brownish scales located on the lateral surfaces of the trunk
(left) and palmar hyperlinearity (right)

OTmeuvaeTcs WenyleHne Ha KoXe BONIOCUCTON YacTy ronioBbl. Obpallaet Ha cebd BHY-
MaHue runepanHeapHoOCTb NAAOHEN B COYETAHUN C TMNepKepaTo3oM CTON — NPU3HaK, Xa-
PaKTEePHBIN A1 HOCKUTE/IbCTBA NMATOrEHHbIX BapuaHTOB B reHe FLG. Takum obpasom, yxe
npu KNMHUYECKOM OCMOTPE MOXHO 3anofo3puTb COUETaHHbIM XapakTep NaTtosiormu.

Mpy ocmoTpe maTepu npobaHia BbiABEHbI FMNEPIVHEAPHOCTb JTAAOHEN, CYXOCTb
KOXMW, @ TakKe MHOXeCTBEHHble MeJIK/e CBeT/Ible YellynKW, NoKanu3ylolwmeca npemmy-
LeCTBEHHO Ha CMWHe, naTepasibHbIX MOBEPXHOCTAX BEPXHUX W HVPKHUX KOHEUYHOCTEN.
Mnaglmnin 6paT TakxKe UMeeT NPU3HaKM NXTO3a, 6ONIEH C NEPBbIX MECALEB XKU3HU: NoCse
OTXOX[IEHUA KONTOANNHON MeEMOPaHbl OTMeYannCh LWenyweHre 1N ABNEHWA SPUTPOAEP-
MUK. Ha MOMEHT 0CMOTpa KOXHBbI MPOoLecc HOCUT reHepanu3oBaHHbI XapakTep, npea-
CTaBJIeH MOBCEMECTHOW CYXOCTblO, CBET/IbIMY YeLlYNKaM/ Ha BEPXHEN YacTu TyNoBMILLa,
TEMHbIMM — Ha KOXKe rofieHen.

B pe3ynbraTte NONHOreHOMHOrO CEKBEHVPOBAHMA Y NaLMeHTa BblAABSIEHbI 2 reHeTnve-
CKWe aHOManuu B reHax, acCoLMMPOBAHHBIX C Pas3fNYHbIMK GOpMamy NXTUO3a: MaTOreH-
Hbl BapuaHT B reHe FLG 1 KpynHasa feneuma B pernoHe Xp22.31, 3axsaTbiBatoLias reH STS.
B reHe FLG 06Hapy»eH reTepo3uroTHbll BapraHT c.3321delA (p.Gly1109fs), npuBoaswuii
K COBUrY PaMK/ CYMTbIBaHUA, KNAaccUGULMPOBaHHDBINA Kak MaTOreHHbI Ha OCHOBaHWM
kpuTtepneB ACMG/AMP c yueTom KpaliHe H13KOWM NonynAaunoHHom YactoTbl (0,035524%
B gnomAD) n xapaktepa BapuaHta (HGMD_ID CD072426). [y6uHa NOKpbITUS B JAHHOM
TOouKe cocTaBuna 37x. Broporo natoreHHoro BapuaHTa B reHe FLG He BbifiBneHo. B peru-
OHe Xp22 obHapyeHa Aeneuus, 3axBaTbiBaloLas KOQUPYIOLLYO NOCiefoBaTeNbHOCTb
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Puc. 4. A - Bu3yanusauus B 6paysepe IGV, sgeMoHCcTpUpYyioLaa reMUsnroTHyio aeneyuio (cBepxy)
nokyca Xp22.31y BToporo npo6aHaa; B - nogTBep»paeHne reTepo3suroTHOro HOCUTENbCTBa Aeneunmn
reHa STS y matepun npo6aHga merogom MLPA; C - noaTBepKAeHMNE reMU3UTOTHOrO HOCUTENbCTBA
Aeneunn reHa STS y cnbca npobaHpa metogom MLPA

Fig. 4. A - IGV browser visualization showing a hemizygous deletion (top) of the Xp22.31 locus in the
second proband; B - confirmation of heterozygous deletion of the STS gene in the proband’s mother by
MLPA; C - confirmation of hemizygous deletion of the STS gene in the proband’s sibling by MLPA
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reHa STS, hg38: NC_000023.11: g.(6532690_6535244)_(8169233_8170507)del, B re-
MU3NTOTHOM cocToAHUM (puc. 4, A). [leneynmn JaHHOro pervoHa ABMAAKTCA YacTon Npu-
YnHom X-cuenneHHoro uxtuosa (OMIM: 308100) [16]. AHann3 cerperaunn NOATBEPANN
X-cuenneHHbIN XapakTep HacnefoBaHWA: Aeneuuns BbiABieHa y maTepu npobaHpaa B re-
TEPO3UroTHOM cocToAHUM (puc. 4, B) n cnbca npobaHga — B reMU3MroTHOM COCTOAHUM
(pnc. 4, Q).

HecmoTpsa Ha To, UTO NauMeHT poxaeH B Apyrom 6pake u ero 6ruonormyeckuin otew
HegocTyneH ana obcnefoBaHuaA, uccnefoBaHue obpasLos MmaTepu 1 cubca Ha geneuuto,
a Takxe Bepudukaumna sapuaHTa c.3321delA y nauneHta metogom CaHrepa no3sonumnm c
YBEPEHHOCTbIO YCTaHOBUTbL COYeTaHHOE HacslefoBaHVe 2 pa3HbiX $OpPM UXTUO30B: BYb-
rapHoro n X-cuenneHHoro (puc. 5).

B ObCYXIOEHWE

OG6HapyeHne CoYeTaHHOro HOCUTENbCTBA NaTOreHHbIX BapuaHTOB B 2 reHax, Npo-
IOYKTbl KOTOPbIX Y4aCTBYIOT B Pa3HblX, HO KPUTUYECKIN BaXKHbIX AN LIeIOCTHOCTM KOXXHOTO
H6apbepa npoueccax, N03BONAET 0ObACHUTb KIIMHNYECKYO KapTUHY Y MepBOro naumneHTa.
®unarrpviH ABNAETCA KNoUYEeBbIM CTPYKTYPHbIM 6€/TKOM, yUacTBYIOLMM B arperauum Kkepa-
TUHOBbIX GUNaMeEHTOB B TepMUHanbHO AnddepeHUmpyowmxca KepaTuHoyutax. lommmo
CTPYKTYpHOIN GyHKUMK, GUNarrpuH Cy>kUT OCHOBHbIM NpefLlecTBEHHUKOM HaTypasb-
Horo yBnaxHatouero daktopa (NMF) — cmecn HU3KOMONEKYNAPHbIX MMIPOCKOMUYHbIX
coeanHEHN, KOTOpble HaKanIMBalTCA B KOpHeoLuTax poroBoro cnos koxu [17]. NMF
KPUTUYECKN BaXKeH ANA NOAAEPKaHMA rmapaTaLum Koxu, ee 3nacTMYHOCTM 1 obecneye-
HMA HOpManbHOro npouecca geckBamauuu [18]. Takum obpasom, gedpuumnt PrunarrprHa
HanpAmyto BefeT K CHUKeHUio npoayKuun NMF, uTo KnMHMYeCKn NposABNAETCA CYXOCTbIo
KOXW 1 HapyLleHrem 6apbepHoi dyHKuun. Jeduunt unarrpuHa NpuBoanT K HapyLue-
HUIO anuaepmanbHol anddepeHLUNpPoBKIM, TPAHCINMAEPMabHOM NoTepe BOAb! U KINHU-
YecKol KapTUHe BYJIbrapHOro UXTMO3a, AN KOTOPOW XapaKTepHbI rMnepanHeapHoOCTb fa-
OOHel 1 NoJoLWBEHHbIN rmnepkepaTos. benok nxtuu (NIPAL4), cornacHo coBpemMeHHbIM
npepctasneHusam [15, 19], yuactByeT B MeTabonusame nMnuaos snuaepmmca, BEpPOoATHO,
yepes TPaHCMOPT MOHOB MarHusA, HEOH6XOAUMBIX ANIA aKTUBHOCTU KJloUEBbIX GEPMEHTOB.
MaToreHHbIn BapuaHT p.Alal14Asp NpuBOANT K €ro HenpaBUIIbHOMY BHYTPUKIETOUHOMY
pacnpegeneHunio 1, Kak cnefcTene, HapyLeHnio GopMrpPoBaHA MUMNUAHbLIX MAacTOB PO-
roBOro C/10A, YTO KIMHNYECKN NPOABNAETCA CyXOCTbIO KOXM U MeSIKONIacTUHYaTbIM Un
oTpy6eBnaHbIM WenyweHnem. Mol npegnonaraem, Yto B NpeAcTaBieHHOM Cllyyae nmeet
MECTO afAWNTUBHbBIA UK Jaxe CMHeprnyeckuin sddekT 2 MonekynapHbix gedpekTos. Ta-
XeCTb 1 reHepann30BaHHbIN XapaKTep NOPaXKeHUs, a TakkKe paHHUA JeblT CMMNTOMOB
Y Hallero nauveHTa NoATBEPXKAAT TUMUYHbIE NMPOABNEHUA, ONMCAHHbIE ASIA MUCCEHC-
BapunaHToB B reHe NIPAL4. Hannume e Knaccmyeckmx NprM3HaKoB BYfIbrapHOro MXTnosa
(rMnepnuHeapHOCTb, rMNepKepaTo3) B COYETaHUM C YepTaMu, XxapakTepHbiMn ana APBU,
YKa3blBaeT Ha KOMOVHUPOBaHHOe Bo3feNcTBre 060MX NAaTOreHHbIX BapMaHTOB.

O6HapyeHne coueTaHHOro HOCUTeNbCTBa BapuaHToB B reHax FLG n STS y BToporo
nauueHTa nNpeacTaBasaeT ocobbI MHTepec ANA NOHUMAHWA KIIMHUKO-TeHETUYECKUX KOp-
penauui. Jedbnumnt punarrpmHa y rerepo3mroTHbIX HoCUTeNen NPoABNAETCA rMnepanHe-
apHOCTbIO NNalOHeN U CKIIOHHOCTBIO K rnepkepaTosy [20], 4To oTYeTNINBO Habnaanoch y
Hawero nauneHTa. OepmeHT cTeporaHON cynbdaTasbl, KOAUPYeMbI reHom STS, yyacTBy-
eT B MeTabonusme xonectepuH-cynbdata B anugepmuce [21]; ero gedbuumt npusoant K
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Puc. 5. A - pogocnoBHas BTOpPOIi CEMbU U FeHOTUNbI ee 3 YNEHOB, 3e/IeHbIM LiBeTOM BblAeneHbl
HOCUTENN NaToreHHOro BapuaHTa B reHe FLG, wiTpuxoBKoi — HocuTenu aeneuyun nokyca Xp22.31 (STS);
B - aHanus cerperayuu BapuaHTa c.3321delA p.(Gly1109fs) B cembe npo6aHga

Mpumeyanue. MpobaHga (IV.3) ¢ coyeTaHHO NaTonorneit — ByNbrapHbIi NXTNO3 U X-CLenneHHbln nxTrnos; ero otey (11.2) Hefo-
CTyneH Ana ob6cnenoBaHnA, OAHAKo eAnHOKPOBHble cecTpa (IV.1) n 6part (IV.2) eHoTUnnYeckn NoNHOCTbIO 30PpoBbl. MaTb npo-
6aHaa (I1.3) uMeeT NPoABNEHNVA BYNIbrapHOro NXTNO3a, YTO NOATBEPKAEHO MONEKYNIAPHO-TeHeThYecKn. CeMeliHbl aHamHe3 Mo
MaTEePUHCKON IMHUW OTATOLLEH: LWenyLeHne Koxmn Habnloganock y npababywku npobaHpa (1.1); y npapgeaywku npobaxaa (1.2)
[ANarHoCTUPOBaH BPOXAEHHBIN UXTNO3; y ABOIOpOoAHON 6abywwkn npobaHaa (I1.1) oTMeyaloTca WenyLeHne KOXn 1 Hannume ye-
wwyek; y ABotopoaHon Tetn npobaHaa (Il.1) HabniofaeTca reHepann3oBaHHOE LeNyLeHNEe C OGMIbHBIM KONIMYECTBOM Yellyek.
Kpome Toro, y npobaHfa ectb eanHoyTpo6HbIi 6paT (IV.4), y KOTOporo Takxe MOATBEPXAeHbl 2 AnarHosa: X-cuenneHHbin n
BYJIbrapHblii XT103; oTunm npobanaa (11l.4) peHoTnnmyeckmn 300poB. [EHOTUMbI ONPeAeneHbl MO 2 NOKycaM: fieNieLnsa B permoHe
Xp22.31 (hg38: NC_000023.11:9.(6532690_6535244_8169233_8170507)del), nonHOCTbIO 3axBaTbiBalOLAnA KOAVPYIOLYO MNO-
cnefoBaTenbHOCTb reHa STS, n NM_002016.2(FLG):c.3321delA p.(Gly1109fs). TeTepo3uroTHbiii BapuaHT c.3321delA co casurom
PaMKU cunTbIBaHWA yHacneaoBaH npobaHaom (1109.03) ot matepw (1109.02).

Fig. 5. A - pedigree of the second family and genotypes of its three members, green indicates carriers of

the pathogenic variant in the FLG gene, while hatching indicates carriers of the deletion of the Xp22.31
locus (STS); B - segregation analysis of variant c.3321delA (p.Gly1109fs) in the proband’s family
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HaKoMneHno xonecTepuH-cynbdaTa B POroBOM CJ10€, YCUSIEHWIO aAre3nn KOPHEOLNTOB 1
bopMM1pPOBaHMIO XapaKTepHbIX KPYMHbIX TEMHbIX YellyeK [21, 22], 0co6eHHO B TUMUYHbIX
ana X-cLuenneHHOro NxXTr1o3a 30Hax (laTepanbHble MOBEPXHOCTM FrofieHeln, nneu).

Ba)KHO OTMETUTb, UTO HaNMumMe KONNOAUMHON NEHKN NPY POXAEHUN ABAAETCA XOPO-
IO M3BECTHbIM, XOTA U He CaMbiM YacTbIM, NPOABAEHNEM X-CLEenneHHOro nxtunosa [22].
BmecTe c Tem y Hallero nauueHTa, UMeoLLEero coyeTaHHOE HOCUTENTIbCTBO BapUaHTOB B
reHax FLG u STS, Henb3a UCKNOUXTb NoTeHUMpytoLero s¢dekTa 2 MoneKkynapHbIx fedek-
TOB, KOTfla HapyLleHWe fecKkBamaLu, CB3aHHOe ¢ aucdyHKLMen cteponHon cynbdara-
3bl, ycyrybnaetca gedektom 6apbepHon GyHKLUMM 1 ruapaTaLmmn Koxun scneactamne gedu-
uuta dpunarrpuHa. NMposasneHne y matepy npobaHaa xapakTepHbIX NoO NoKanusauum gna
X-cuenneHHOro UXTro3a Yellyek 1 runepanHeapHoOCTV nagoHen Ha poHe obLuelt CyxoCTu
KOXW TaK»Ke feMOHCTpUpYeT nNpu3Hakm 2 Gopm nxTrnosa. 1o HabnogeHue cornacyeTca ¢
paHee onybAnMKoBaHHbIMW AaHHbIMK O TOM, YTO MaTOreHHble BapuaHTbl B reHe FLG moryT
BbICTYNaTb B ponv MoandrKaTopoB, BINAIOLWNX Ha TAXecTb TeueHna X-CU [8].

MpepcTaBneHHble KNUHUYECKME HabMoAeHNA UMEIOT BaXXHOE 3HaueHue AnA NpakTu-
yeckoli gepmatoreHeTuKu. [pexae Bcero, ob6a cyiyyas AEMOHCTPUPYIOT, UTO aTUMNYHBIN,
KOMOVHUPOBaHHBIN MW He YKNafblBaloWMNCA B Knaccuyeckme onucaHma peHotun unx-
TNO3a MOXeET BbiTb C/IeCTBMEM COUYETaHHOTO Hac/leJOBaHWA BapaHTOB B Pa3HbIX reHax.
TO CNYXKWT BECKUM apryMeHTOM B MOJb3Yy NUCMONb30BaHNA METOA0B BbICOKOMNPOU3BOAM-
TeJIbHOr0 CEKBEHNPOBAHUA (MOSIHOreHOMHOIO MW NOJTHO3K30MHOrO) B KauecTse MeToa
nepBoro Bblbopa AnA NaLMeHTOB C BPOXKAEHHbIM MXTUO30M, MOCKONbKY NpulenbHoe Te-
CTUPOBaHKE TOJNIbKO 1 reHa B KaXkAoM 13 OMMCaHHbIX CJyYaeB He No3BoNno Obl B MOHOM
obbeme BeprdMLMpPOBaTb MONEKYNAPHbBIV AMAarHo3, YTo, B CBOK ouyepefb, MOrJio nprBe-
CTW K HeBepHOW OLeHKe NporHo3a 3abonesaHuA. Kpome Toro, BbiiBNeHMWE COYETaHHOro
HacniejoBaHVA BapNaHTOB KapAMHANbHO MeHAET NoAX0A K MeAUKO-TeHeTUYECKOMY KOH-
CyNnbTUPOBaHWIO cemeit. [1na nepBoro naymeHTa puck gna byayuiero notomctaa onpege-
NAeTCcA 2 He3aBUCUMbIMY COObITUAMM: 50% BEPOATHOCTbIO HacleOBaHNA AOMUHAHTHOMO
annens FLG n 25% prckom poxaeHna pebeHKa ¢ ayTOCOMHO-pPeLIeCCMBHBIM UXTMO30M B
c/lyyae BCTynneHua B 6pak C HocuTenem natoreHHoro BapuaHTa B reHe NIPAL4. Heobxo-
auM cKprHUHT reHa NIPAL4 Ha naToreHHble / BEPOATHO MaToreHHble BapuaHTbl ansa 6y-
ayulero napTHepa. [lna BToporo nauneHTa Bce govepn 6yayT o6nmraTtHbIMU HOCUTENAMMA
Oeneumm reHa STS, Torga Kak CblIHOBbA C BEPOATHOCTbIO 50% yHacneayoT NaToreHHbIN
BapuaHT B reHe FLG, uto TpebyeT guddepeHumpoBaHHOro Nnoaxona K oLeHKe penpoayk-
TUBHbIX PUCKOB.

O6a onucaHHbIX Cilyyas ABMAIOTCA NePBbIMU MONEKYNAPHO NOATBEPKAEHHbIMY ONU-
CaHUAMU COYETaHHOro HacsiejoBaHWA pa3nnyHbix dopm nxtnosos (FLG/NIPALA n FLG/
STS) B poccuMinCKom NONynALUMM U BHOCAT BKNaA B NMOHMMaHUe reHeTn4eckoro 1 ¢peHoTu-
NMYeckoro pasHoobpasna HacNeACTBEHHbIX UXTMO30B.

B 3AKJ/TIOYEHWE

npOBe,D,EHHOE ncanenoBaHne npencTtaBnAeT nepeble B pOCCVIVICKOI7I nonynAauun pne-
TaNbHbl€ KNMHUKO-TeHeTU4YeCKne onncaHnAa NnayneHToB C BPOXKAEHHBbIM NXTUNO30M, Y KO-
TOPbIX MONeKynApHaA AMarHOCTMKa BbiABW1a COYETAHHOE HOCUTENBbCTBO MATOrEHHbIX
BapMaHTOB B Pa3/IMYHbIX Napax reHoB, aCCOUNNPOBaHHbIX C Pa3HbIMU ¢opmaM|/| 3a6o0-
nesaHwusA. Y nepBoro naunMeHta yCtaHOBNIEHO COYe€TaHWe reTepo3snrotTHOro BapmaHTa B
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reHe FLG, obycnosnuBatoLiero BynbrapHblil MXTUO3, 1 TOMO3UTOTHOrO BapuaHTa B reHe
NIPAL4, accounmmpoBaHHOro C ayTOCOMHO-PEeLEeCCUBHbIM BPOXAEHHbIM UXTUO30M 6-TO
TUNa. Y BTOPOro naumneHTa BbiABAEHA KOMOMHALMA reTepo3nroTHOro BapuaHTa B reHe FLG
W remMu3nroTHOM Aeneuumn XpomMoCOMHOro pernoHa Xp22.31, 3axBaTbiBatowen reH STS,
UTO COOTBETCTBYET OHOBPEMEHHOMY HaNMuMIO BYNIbrapHOro U X-CLienieHHOro XTrnosa.
O6a HabntogeHUa cny»<aT HarnAgHbIMU NPUMEPaMU COUYETaHHOrO HacNefoBaHUA Pa3HbIX
$OpPM NXTMO3a B NPAKTMKE HAaCNEACTBEHHBIX 4EPMATO30B.

AHann3 KNMHNYECKOWN KapTMHbI NaLMeHTOB MO3BONWA CAENATb BbIBOA O CYHepruye-
CKOM (apanTMBHOM) 3ddeKTe 2 BapnaHTOB. Y NepBOro nalMeHTa reTepo3mnroTHbIn Bapu-
aHT B reHe FLG BbicTynaeT B ponu moaudurkatopa, NOTEHUMPYIOLLErO TeUeHMe ayTOCOM-
HO-peLeCcCUBHOrO NXTNO3a, OBYCIOBNEHHOTO FOMO3UIOTHLIM BapuaHToM B reHe NIPAL4,
YTO MPOABMAETCA XapPAKTEPHbIM COUYETAHNEM FMMNEPSIMHEAPHOCTN NafoHel C reHepanu-
30BaHHbIM WenyLeHneM. Y BTOpPOro nauveHTa KombuHauma geduumta dunarrpuHa u cte-
pougcynbdartasbl 06ycnosnmBaeT cBoeobpasHbI GeHOTMN, BKNIOUAOLWMIA Kak NPU3HaKK
BY/IbFrapHOro MXTNO3a (rMnepnrHeapHoOCTb NafloHel), Tak U Knaccuyeckme nposBreHns
X-cuenneHHon GopMbl (KpPYMHble TEMHbIE YellyK/ Ha naTepanbHblX NOBEPXHOCTAX KO-
HeyHoCTen). Hannume KoNNogMMHON NAEHKN B aHaMHe3e BTOPOro nauueHTa oTpa)aet
TAXKECTb HeOHaTaNIbHbIX MPOABNEHWI COYETaHHOW MaToNoOrMM 1 CornacyeTca C nuTepa-
TYPHbIMW JaHHbIMK O BO3MOXKHOW MaHudbecTaumy X-CLienneHHOro NxTnmo3a B Buge Kof-
noawiHoro nnoga. KnmHuueckre nposasneHnsa X-CLENNeHHOro NXT1O3a Y MaTepy Takxe
[EeMOHCTPUPYIOT yTaxKeneHne deHoTMna nNpu coueTaHHOM HacnegoBaHum ¢ FLG, uto co-
rnacyeTca c nuTepaTypHbIMM AaHHbIMK [9].

C NpaKTMYecKol TOUKU 3peHUA NpefcTaBfieHHble HabNoaeHUA CnyXaT BeCKUM 060-
CHOBaHMEM AN1A NepecMoTpa ANarHoCTUYECKNX anropuTMoB. Knaccmyeckmii noaxog, oc-
HOBAHHbI Ha KINHUYECKOW rnoTese 1 nocnefoBaTe/ibHOM NPULENbHOM TECTUPOBAHNN
OTAEeNbHbIX FeHOB, B 060UX Cilyyasnx oKa3asncsa 6bl HeAOCTaTOUHbIM U NpUBeN Obl K Henon-
How BepndMKaLMM MONEKYNAPHOro AmarHosa. E4MHCTBEHHbIM MeTOLOM, MO3BOJIMBLIMM
OAQHOMOMEHTHO W HeNpeaB3ATO BbIABUTb 006e reHeTUYeckne NPUUMHbI, CTano NosHore-
HOMHOe ceKBeHMpoBaHue. Takum obpa3om, pesynbTaThl paboTbl AOKa3bIBalOT Lieneco-
06pa3HOCTb U KNUHNYECKYI0 HEeOOXOAMMOCTb NPUMEHEHUA TEXHONOIMIA BbICOKOMPOU3-
BOAMUTENIbHOrO CEKBEHMPOBAHUA B KayeCcTBe MeTofa NepBoro Bbibopa Ana NayneHToB C
BPOXAEHHbIM MXTUO30M MPU aTUNUYHBIX, CMELLAHHBIX U HeKaccnyecknx popmax 3a-
6oneBaHus.

MonyyeHHble faHHble BHOCAT BKNaf B MOHMMaHWe reHeTuyeckoro u deHoTunmye-
CKOro pa3Hoobpasns HacNeACTBEHHbIX MXTUO30B, NMOATBEPXAAOT posib reHa FLG kak
yHUBepcanbHoro moandukaTopa, CnocobHOro ycyryonartb TeueHre pasimyHbix ¢opm 3a-
6oneBaHNA, N NOAYEPKUBAOT HEOOXOAMMOCTb MEXANCUUMIMHAPHOTO B3aMMOAENCTBMIA
[1epMaToNoroB, KNMHNYECKMX 1 NabopaTopHbIX FeHETMKOB, NenaTpoB U APYrUX creuun-
anucToB AnsA obecneyeHna NepcoHann3npPoOBaHHOIO NOAXOAA K BEAEHMIO MaLMUEHTOB C
HacneaCcTBEHHOWN NaTONOrMen KoXu.

LLinpokas pacnpocTpaHeHHOCTb NaToreHHbIX BapuaHToB B reHe FLG B nonynaunm yka-
3bIBaeT Ha TO, YTO PpMNarrpuH MoXeT OKa3blBaTb MOAudULMpYLoLLee BVAHME Ha TeYeHne
OPYryX KOXHbIX 3aboneBaHumii.
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Pesiome

BeepgeHune. OnacHOCTb OCTPbIX reMaToreHHbIX UHGEKLMIA KOCTEN U CyCcTaBOB Yy HOBO-
POXAEHHBIX AeTell Heocnopuma. HecMoTpsa Ha TO UTO B pa3BUTbIX CTPaHax Habnogaet-
CA CHUXKeHue 3a6011eBaeMoCT OCTPbIM FeMATOreHHbIM HEOHATa/IbHbIM OCTEOMUESTUTOM,
npu HeNpaBUIbHOW ANAFHOCTUKE M OTCYTCTBMM HEOTIIONKHOIO fleueHns 3To 3aboneBaHne
MOXET CTaTb MPUYMHON CMEPTU, B APYIUX CyYasax — MPUBECTM K pa3pyLLEHNIO KOCTHOW
TKaHW, YTO HEMUHYEMO BeJIET K 3aflepKKe POCTa KOCTU B AJIMHY C GYHKLMOHANbHBIMU Ha-
pyleHnaAMn 1 nHBanuamnsaumen. Npu paHHen MarHOCTUKE M aKTUBHOM OMepPaTUBHOM
NEYEHUUN OCTPbIA reMaTOreHHbIN OCTEOMUENTUT Y HOBOPOXAEHHBIX MOXET ObiTb 3ddek-
TUBHO BblfleYeH C 611aronpUATHLIMU KIUHNYECKUMA U GYHKLMOHAMNbHBIMW pe3ynbTaTaMu.
Kpome cBOeBpemeHHOW onepauny HOBOPOXAEHHble C OCTEOMUENTUTOM HYXAaloTcA B
ONUTENIbHOM NPUMEHEHNY aHTUOMOTMKOB. HejoCcTaToOuHO U3yyeHo fieyeHre natonornye-
CKMX MepenoMoB Npu HeEOHaTallbHOM OCTEOMUENUTE.

Lenb. V3yyeHne pesynbraToB NeYeHUA OCTPOro reMaToreHHOro oCTeoMmenmTa y Ho-
BOPOXKAEHHbIX M MOWCK MyTel COBEPLUEHCTBOBAHUA AMArHOCTUKM U XUPYPruyeckom
TaKTUKMU.

Martepuanbi 1 metogbl. BbinofHEH PeTPOCNEKTUBHbBIN aHaNn3 AaHHbIX O KINHNYECKNX
NPOABJIEHUAX, UCMONb30BaHUN METOLOB MeAVLMHCKOW Bu3yanu3auum B 060CHOBaHMM
ornepaTuUBHOIO fleyeHna 1 ncxodaxy 12 HOBOPOXAEHHbIX C OCTeOMUeNnToM 3a 10-neTHuin
nepwuog (c 2016 no 2025 r.) B yHUBEPCUTETCKOW KNUHUKe (yupexaeHuu 1A ypoBHs).
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PesynbraTbl. 3a601€BaEMOCTb OCTEOMMNENNTOM Y HOBOPOXAEHHbIX cocTaBumna 0,014%,
YTO COMOCTaBMMO C CEMbIO KPYMHbIMU cepmnammn cnyyaes (>10 cnyyaeB) HeOHaTanbHOro
ocTeommenuTa, onmcaHHbiMmn 3a nocnegHue 30 net (0,015%). CBoeBpemMeHHOe XUpypru-
yeckoe BMeLLaTeNIbCTBO 06ecneynno caHauuio 1 4EKOMIPECCUI0O KOCTHOMO3MOBOrO Ka-
Hafna npu ocTpomM rematoreHHom octeommenute (OFO) y HOBOPOXKAEHHbIX, YTO NpenAT-
CTBOBAJIO Pa3pyLUEHNI0 KOCTHOWM TKaHU U NPOrpeccnpoBaHmio TOKCMKO3a. [posBoannach
o60cHOBaHHasA gnnTeNnbHaa aHTMOMOTNKOTepanua B TeueHre 3—-4 Hedenb C yY4eTOM UyB-
CTBUTENIbHOCTY BblAeNneHHON MUKpodnopsbl. He yTpaTnna akTyanbHOCTM NOCTOAHHAA UM-
MOOUM3aLMA NOPAKEHHOWN KOHEYHOCTM Kak NpodurnakTmyeckana mepa naTonornyeckoro
nepenoma KocTu. 3a nepuog HabnoaeHnA B KOropTe HOBOPOXKAEHHbIX, NepeHecwwnx OO,
NeTanbHOCTN 1 UHBaNUAM3aLUmum He 6bin10.

3aknioueHune. Y HOBOPOXKAEHHbIX C KNMHUYECKMMUN Npu3HaKaMmn 3aboneBaHnA nprume-
HeHVe COBPEeMEHHbIX METOA0B MeAMLMHCKON BU3yanu3auunm, npexae BCero ynbTpasBsy-
KoBoro uccnepgoanua (Y3M), MarHUTHO-pe3oHaHCHoW Tomorpadum (MPT), nossondaert
BbIABUTb NMPU3HAKN OCTEOMMENIMTA HA PaHHEN CTaann u 060CHOBAHHO onepupoBaTb Npu
3TOM cepbe3HOM 3aboneBaHMM C OXKUZaeMbIMK pe3ynbTaTaMu. XOTA neyeHne naTonoru-
yecknx nepenomos npu OFO y HOBOPOXAEHHbIX MOMHOCTbIO He U3yYeHO, Hanbonee npu-
emsieMbIM ABAAETCA NUMKOMACTbIpHOE BbiTAXeHMe (no LWepe). B ganbHenwem fomKHbI
6bITb NpoOBeAEeHbl PaHAOMU3POBaHHbIE NCCNIefOBaHNA ANA U3yYeHWA BONPOCOB neve-
H1A OF'O y HOBOPOXAEHHbIX, OCNOKHEHHOIO MATOIOrNYeCKM NepeioOMOM.

KnioueBble cnoBa: HEOHATAJIbHbIN OCTEOMUENWT, NO3AHASA ANArHOCTUKA, aKTUBHaA XU-
pypruyeckas TakTuKka, MarHUTHO-pe3oHaHCHasA ToMorpadus, NaTonornyecknii nepenom
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Abstract

Introduction. The danger of acute hematogenous bone and joint infections in newborns
is undeniable. Although the incidence of acute hematogenous neonatal osteomyelitis
has declined in developed countries, if misdiagnosed and without prompt treatment, this
disease can be fatal. In other cases, it can lead to bone destruction, inevitably leading
to delayed bone growth, functional impairment, and disability. With early diagnosis and
aggressive surgical treatment, acute hematogenous osteomyelitis in newborns can be
effectively treated with favorable clinical and functional outcomes. In addition to timely
surgery, newborns with osteomyelitis require long-term antibiotic therapy. The treatment
of pathological fractures in neonatal osteomyelitis has not been adequately studied.
Purpose. To study the treatment outcomes for acute hematogenous osteomyelitis in
neonates and to identify ways to improve diagnostics and surgical tactics.

Materials and methods. A retrospective analysis of clinical manifestations, medical
imaging methods application to guide surgical treatment, and outcomes was performed
in 12 neonates with osteomyelitis over a 10-year period (2016 to 2025) at a university
hospital (level IlIA institution).

Results. The incidence of acute hematogenous osteomyelitis in neonates was 0.014%,
which was comparable to seven large case series (>10 cases) of neonatal osteomyelitis
described over the past 30 years (0.015%). Timely surgical interventions ensured
debridement and decompression of the medullary canal in acute hematogenous
osteomyelitis in neonates, preventing bone destruction and the progression of toxicosis.
A long-term antibiotic therapy was administered for 3-4 weeks, taking into account
the sensitivity of the isolated microflora. Permanent immobilizing of the affected limb
as a preventative measure for pathological bone fractures remains relevant. During the
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observation period, there were no mortality or disability in the cohort of newborns who
had acute hematogenous osteomyelitis.

Conclusion. In newborns with clinical signs of the disease, the use of modern medical
imaging techniques, primarily ultrasound (US) and magnetic resonance imaging
(MRI), allows for the early detection of osteomyelitis signs and for appropriate surgical
intervention in this serious condition with expected results. Although the treatment of
pathological fractures in acute hematogenous osteomyelitis in newborns has not been
fully studied, adhesive traction (Schede) is the most appropriate. Further randomized trials
should be conducted to explore the treatment of acute hematogenous osteomyelitis in
newborns complicated by pathological fractures.

Keywords: neonatal osteomyelitis, late diagnostics, active surgical tactics, magnetic
resonance imaging, pathological fracture

B BBEOEHWE

OnacHOCTb OCTPbIX remMaToreHHbIX MHGEKLUMIA KOCTeN 1 CYyCTaBOB Y HOBOPOXAEHHbIX
feTeil Heocnopuma. HecmMoTps Ha To, UTO B pa3BUTbIX CTpaHax HabnopaeTca CHUXKeHMe
3aboneBaemocTty OIO, Npu HEMNPABUNBbHOWN AMArHOCTUKE U OTCYTCTBMM HEOTNIOXKHOTO Jie-
yeHusA 3To 3aboneBaHVe MOXET CTaTb MPUYUHON CMEPTH, B JPYTMNX Clydasax — NPUBECTU K
pa3pyLleHno KOCTHOW TKaHW, YTO HEMWHYEMO BefeT K 3afiepXKe pocTa KOCTU B AJINHY C
bYHKUMOHANbHBIMW HapyLIeHNAMN U UHBanugmsaumen [1-3].

o AaHHbIM Pa3nMYHbIX aBTOPOB, IETaNbHOCTb NPU OCTEOMUENUTE y AeTell B 3aBUCK-
MOCTM OT KIMHMYeCKon dpopmbl Konebnetcs ot 2,7 ao 16,2-18,3% npu centukonuemmye-
ckom popme [4].

Y HOBOPOXKAEHHbIX NMeeTCA paf GakTOpPOB PUCKa, Aenatowmx NX BOCMPUMMYMBBIMUA
K MHEKLMAM KOCTel 1 CyCcTaBoB. [laToreHbl MOryT MPOHUKaTb B KOCTb Yepe3 KPOBOTOK.
BxofHbIMY BOpOTamu y fieTell MiafLlero Bo3pacta MoryT 6biTb NMOAEpPMUA, MACTUT, Me-
HWHIUT, NapanpoKTUT, MHEBMOHWA, OCJIOXKHEHME KaTeTepu3aunii BEHO3HbIX COCYAOB U
Apyrue 3aboneBaHuns cTadUNOKOKKOBOW 3Tronorun. MNpu 6akTeprmonornyecknx nccnepo-
BaHuAX B 40-87% cnyuyaeB OO Bbi3BaHbl 30/10TUCTbIM CTapUIOKOKKOM [1, 4-6].

KnnHnueckne npoasneHna ocTeoMmennta Nan CenTUYeCcKoro apTputa y HOBOPOX-
[EeHHbIX YacTo HecneundnyHbl, B CBA3M C YeM 3aTPyAHEHA AMArHOCTMKA KOCTHbIX MHbEK-
UM Ha paHHMX cTaguax [7]. Hambonee pacnpocTpaHeHHbIMM CMMMATOMaMK ABAAOTCA
nuxopagKa, MeCTHbI OTeK U CHXKeHMe NOABMMXHOCTY NopaxeHHoro cermenTa [5]. C npo-
rpeccupoBaHunem npouecca npu OIO HapacTaeT BHYyTPUKOCTHOE AaBNeHne, YTo onpeae-
nAeT OCTPOTY, TAXKECTb N PACNPOCTPAHEHHOCTb FTHOMHOIO NPOoLecca: YeM Bbllle YPOBEHb
BHYTPUKOCTHOIO AaBnieHus, TeM 6osnee BbipaxeHbl PacCTPONCTBA BHYTPUKOCTHOTO U pe-
MMOHapHOro KPoBOOGpPaLLEeHNA U Bbllle PUCK FeHepanu3auun npouecca [4, 8.

Ho npwu peHTreHorpadumn ABneHnA JecTpyKunM KOCTHOM TKaHW 1 NepuocTuta MoryT
6bITb BM3yanun3mpoBaHbl NULLb 6osee Yem yepes 7 CyTOK OT Hayana 3abonesaHus. Ha Bbl-
COKyI0 3QPeKTVBHOCTb YNbTPa3ByKOBOW TEXHONOIMW B paHHen amnarHocTnke OlO n 3a-
60neBaHUin CyCcTaBOB Yy AeTell YKa3blBaloT MHOrue nccnegosatenu [4, 9], HO ¢ Hayanom
ncnonb3osaHua MPT npu gnarHoCcTuKe ocTeoMmenmTa NoNOXUTENbHbIN pe3ynbTaT cocTa-
sun 100% [3]. NporHo3 HeoHaTanbHOro OCTEOMUENUTA MPY PaHHEM aKTUBHOM JleyeHuu,
npexae BCero onepaTviBHOM, 6naronpusaTHbIn [3, 4, 8].
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HoBopoxaeHHble C OCTEOMUENTOM HYXAAlTCA B ANUTENIbHOM NPUMEHEHUN aHTU-
61OTUKOB. B HacToALEee Bpema peKoMeHAYeTCA ANIUTENbHBIN KypC aHTUOMOTMKOTEpanum:
2-3 Hefenu — Npu cenTnyeckom aptpute, 3—-4 Hegenn — npm OO [2]. JleyeHne HeoHaTasb-
HOro OCTeOMMENNTa OCTAETCA CNOXKHON 3aavell, 0COOeHHO Y NaumneHToB C oTpULiaTesb-
HbIMW pe3ynbTaTaMmn B HaKTepronornyeckmnx nccnegoBaHmsax [51.

MpodurnakTnyeckaa nMmobMnNM3aLmsa C NOMOLLbIO MMINCOBOIM MOBA3KU UM opTe3a
JoxHa ObITb BbiNonHeHa BceM NauneHTam ¢ OFO anAa npegoTepalleHMsA nepesioMa u no-
cnepytowiero cmeleHus [6]. MNpu paHHen gMarHoCTMKe N akTUBHOM OMepaTUBHOM neye-
HUM OO y HOBOPOXKAEHHbIX MOXKeET ObITb 3GDEKTUBHO BbleyeH ¢ 6naronpuATHLIMU KNK-
HUYeCcKMMU 1 GYHKLMOHaNbHbIMU pe3ynbTaTaMu B CPeHECPOYHON 1 ONFOCPOYHO nep-
cnekrtmee. JleueHne natonormyeckmx nepenomos npu OO nsyyeHo HepgocTaTouHo [10].
Ho Hanbonee npuemnembiM MeTOOM JleUeHUsA y HOBOPOXKAEHHbIX ABAAETCA NUMKOMIa-
CTbipHOe BbITAXeHMe (no LLepe).

B LIE/Ib NCCNEJOBAHUA
M3yyeHune pesynbTaToB NeyeHns OCTPOro reMaToreHHOro OCTEOMMENNTA Y HOBOPOX-
AEHHBIX 1 MOVCK NyTeil COBEPLIEHCTBOBAHMSA ANArHOCTUKI U XUPYPTAYECKON TaKTUKU.

B MATEPWAJIbI U METObI

B paHHOM uccnepgoBaHUM 6bl1 NPOBEAEH PETPOCMNEKTUBHDBIV aHann3 JaHHbIX O Kin-
HUYECKMX XapaKTePUCTUKAX, BUAX neyeHus n ncxopax y 12 HOBOPOXKAEHHbIX C OCTeO-
muenmTom (¢ 2016 no 2025 r.) B BY «CypryTckunin OKpy>KHON KNUHNYECKUI LLEHTP OXpaHbl
MaTepPUHCTBa 1 AeTCTBax.

B PE3YJNIbTATbl U OBCYXOEHNE

3a 10-neTHWI Nepmog B YHUBEPCUTETCKON KNNHUKe (yupexaeHuu IlIA ypoBHsA) poau-
nocb 82 177 XuBbiIX HOBOPOXKAEHHbIX. B HeoHaTanbHoM nepuoge 0,17% (n=141) peten
nepeHecnn OCTpble FHOMHbIe MPOLeCcChl PasnYHbIX foKanm3aunn, cpeam Hux y 9,3%
(n=12) koHcTaTMpoBaHo pa3suTne OFO ANMHHBIX TPybuaTbix KocTel. 3aboneBaemocTb
Ol'0 y HoBopoAeHHbIX cocTaBuna 0,014%, 4TO CONOCTaBMMO C CEMbIO KPYMHbIMU Cepu-
AMK cnyyaes (>10 cnyyaeB) HeOHaTaslbHOrO OCTEOMUENNTA, ONUCAaHHBIMM 3a NocsiegHne
30 net (0,015%). B Hawem nccnepgoBaHMm Manbumnkm 6onenm B 2 pasa yalle eBoyek (8: 4);
OONbLUIMHCTBO 3a60neBLWNX GbIN AOHOLWEHHbIMK, NUWb 25% (N=3) OTHOCKUNUCH K «M03[-
HUM HeZJOHOLLIEHHbIM» CO CpOKamu rectauum 33 Hegenu [29, 36]. TeyueHne 6GepemMeHHOCTN
COMPOBOXAaNocb pasnuyHbiMu nHbekUmaMn y 75% (n=9) maTepeln nNaLneHTOB C HEOHa-
TaNlbHbIM OCTEOMUESNTUTOM.

Camoi1 yacTon noKanmsaumen NnopakeHnA ABNANacb 6epeHHan KOCTb C BOBJIEYEHU-
eMm npunexatyunx cyctaBos - Y 58,33% (n=7) nauymeHToB. B 25% (n=3) cnyyaes ouarn OO
Oo6HapyXeHbl B ASIVMHHbIX TPYOUaTbIX KOCTAX NpefAnneyba ¢ BOBAeUYeHeM bnmnsnexatmx
CyCTaBOB (y OfHOTO 13 TpeX NaLuueHTOB NopakeHbl 6bUM 06e KocTu npeanneybs). Pexe
BCTpeyanucb ovaru (no 8,33%) B nneveBomn KOCTU — Y OOHOW AEBOYKHN, U B KOCTAX rOfIeHN —
y OOHOr0 MasibumKa.

3aboneBaHue y JOHOLIEHHbIX HOBOPOXKAEHHbIX BO BCEX CIyYasax Hayanocb Ha 3-4-i
HeZensx »XW3HW; Y «NO34HUX HeJOHOLEHHbIX» — Ha 7-10-e CyTKM Xun3HuW. Hanbonee ya-
CTBIMN KNUHUYECKUMWN NPOABNEHUAMN ObIN: CHMXKEHWE MOABMXHOCTU MOPAXKEHHOTO
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CcermMeHTa, KOTopoe M3HavanbHO (Yalle Apyrrx NPU3HaKoB) 3ameyany MaTepu 6ONbHbIX
netel, 3aTemM MOABAANANCL MECTHbIA OTeK M NOBbIWEeHWe TemnepaTtypbl Tena. PaHHemy
aKTMBHOMY JleYeHNI0 OCTeOMUEeNMTa NOMOraeT CBOeBpPEMEHHasA AnarHocTuka. bonbuasn
ponb B gnarHoctuke OO npuHagnexuT negratpam. OHWM nepBble, KTO KOHTaKTMpyeT C
60onbHbIM pebeHKoM. B cBA3M ¢ rny6oKUM pacrnonoxeHrem oyara BOCnasneHns MecTHble
cumnTomMbl OIO BHauane He obHapyurBatoTcA. bonb B nopaxeHHON KOHEYHOCTM He NIoKa-
Nn30BaHa, pebeHOoK LWaanT KOHEYHOCTb. AKTUBHbIE IBUXEHWA OTCYTCTBYIOT, @ MacCMBHbIE
pe3ko 6onesHeHHble, 1 pebeHOK pearvpyeT Ha HUX Miavyem 1 KPUKoM. PaHHUI 1 noutu
NOCTOAHHbBIN Npu3Hak OO — nceBgonapes 60nbHOM KOHeYHOCTU. [pK BHUMaTENBHOM OC-
MOTpe OTMEeYaeTCA OTEYHOCTb MOPAXKEHHOM KOHEYHOCTW. HepeaKo runepemus TKaHer, a
WHorga v TeMnepaTypHas peakumna He onpegenaTca. [1na cBoeBpeMeHHON ANarHoCTUKN
negmaTpamm 3TUX NPU3HAKOB AOCTATOYHO, YTOObI 3anopo3putb OFO, n Takoro pebeHka
HY>KHO CPOYHO HanpaBnATb K AeTCKoMy Xupypry. K coxaneHuio, B 41,66% (n=5) cnyua-
eB 1 nabopaTtopHble Mapkepbl BocnaneHna (CPB, NpoKanbLUUTOHMH) He AOCTUTaNN «CUT-
HaNbHbIX YPOBHEN» Ha MOMEHT MPUHATAA pelleHna 06 onepaTMBHbIX BMeLLaTeNbCTBaX.
YunTblBas pPeHTreHHEeraTMBHbIN NeproA 3TOro TAXeNoro 3aboneBaHus, Ans BblABNEHUA
OoCTeOMMeENUTa Ha paHHen CTagunM WUCMNONb30BaHbl JOCTYMHble METOAbl MeAULIMHCKOWN
Bu3yanusaunu: Y3U, MPT, komnbioTepHasa Tomorpadus (KT) kocTen n cyctaBos. MPT 06-
nafaet caMoW BbICOKOW TOYHOCTbIO NMPU BbIABIIEHNMN OCTEOMUENNTA: YYBCTBUTENBbHOCTb
mMeTofa gocturaet 90%, a cneundryHocTb — okono 80% [11].

Mpw BocnaneHnn 6egpeHHON KOCTK B 3 CnyyYanx XMpypruyeckoe neyeHue 6biso orpa-
HUYEHO NYHKUMAMK Ta3o6eapeHHOro CycTaBa C yNbTpa3BYKOBOW HaBurauven. immobu-
n13aumio obecneumnsno NMNKonnacTbipHoe BbiTAKeHue no LWepe.

Takoe «KOppeKTHOe» BefleHNe CYMTaeM NOKa3aHHbIM MPY XapaKTEPHOWM KNUHNUYECKON
KapTvHe nopaxeHuna Ta3obefpeHHOro CycTaBa, OTYETIMBOM MOATBEPXKAEHUN UHEeK-
LIMOHHO-BOCNANMTENIbHOro NnpoLecca B labopaTopHbIX TecTax 1 nyyeBon BepudmKalmm
(BM3yanusaumna Hanmuma XnEKoCcTn B NONOCTU cycTaBa). Kak npaBunio, Npu NyHKLUMmM Ta-
3006efpeHHbIX CyCTaBOB MoOJyyYanu matepuan, B nocneayioLlen 6akTepnonornyeckon xa-
PaKTEPUCTMKE KOTOPOro MMeNNCb NOATBEPKAEHUA 1 ANarHo3a, U Bbibopa HanpasneHuA
aHTMbMoTUKoTepanuu. K NOBTOPHbIM NYHKUMAM Mpuberany ToNbKo Npu BU3yanusauum
XKNOKOCTU B CyCTaBe Ha KOHTPOSbHbIX Y3W.

Mpun BCcex Npoumx 1oKanm3aumax oCTpPoro BOCNanmMTeIbHOro nNpoLecca B KOCTAX Y HO-
BOPOXKAEHHbIX BbINOMHEHA OMepaLna — OCTEONYHKLMA U ocTeonepdopaumua Koctu. 1ot
BWA BMeLIaTeIbCTB NPY HEOOXOANMOCTY AOMONHANMN MYHKUUAMUN NpUeXKallmx CyCTaBoB
B Clyyasnx, Nof03pUTENbHbIX Ha BOBNEYeHVe B BOCManuTesbHbIl npouecc. ObasaTtenbHasn
MMMO6MM3aLMA BbINOMHANACH BCErAa NPW NOParkeHUM Noboro cermeHTa KOHeYHOCTeN —
TaK)Ke MCMoNb30Banu NMMKOMNIacTbipHoe BbiTAXeHue (no Wepe).

B pe3synbTatax 6akTepvonornyeckmx MccnefoBaHUi HOBOPOXIAEHHbIX MaLUeHTOB,
cTpagaswux OrO, BegyLas sTnonornyeckas ponb Staphylococcus aureus nogTeepxaeHa
B 75% (n=9) cnyyaes; ele B 16,66% (n=2) 30110TUCTbIN CTadUNOKOKK BblJeNeH B accoLuna-
uum c Klebsiella pneumoniae n Staphylococcus epidermidis. He yganocb ngeHtnéduumupo-
BaTb M1Kpodnopy (B nepBryHbIX 3abopax) B 8,33% (n=1) cnyyaes. Bce nayuneHTbl nonyya-
NN AnuTeNbHble NapeHTepasbHble KypCbl aHTUOUMOTUKOTEPANUK C y4eTOM YCTaHOBNEHHOM
YyBCTBUTENbHOCTM BbIABNEHHON MUKPOQIOPBI.

Y opHoro peb6eHKa (8,33%) Mpoun3oLIo OCIOKHEHME B paHHEM MocneonepaLoH-
HOM nepwuoge: Ha 3-U CyTKU Nocsie onepauunmn BbiABAEH 3aKpbITbli MepenomM ASIMHHON
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Tpy6u4aToi KOCTu (Mnedesas KoCTb) B MecTe ocTeornepdopalMoHHOro oteepctus. B npes-
CTaBJIEHHON CepuU CNydaeB NeTafbHOCTY U MHBANUAU3aLMmn He 6binio.

KnuHnyeckne npumepbli

MauueHT C., pebeHOoK OT 2-11 6epeMeHHOCTH, 2-X POLOB, POXKAEHHbIN NyTem KecapeBa
ceyeHMA Ha cpoke 39 Hefenb rectauum y XeHwmHbl 24 net. Macca Tena npu poxxgeHum
4000, pocT 54 cm. MNpurBMBKM BbiNOMTHEHDI. B npueMHoe otaeneHne noctynun Ha 21-e cyT-
KW XM3HW NO HanpaB/ieHNo JEeTCKOro XMpypra NOANKIVHUKM C Xanobamm Ha BbIHYXAeH-
HOe MOJIoXKeHNEe NPaBo HUKHEN KOHEYHOCTU, Ha Hannune 6oneBbiX peakunii Masbunka
Npu NOMbITKe aKTUBHbIX pa3rnbaTenbHbIX ABVMXKEHWI B Ta300epeHHOM U KOJIEHHOM CY-
CTaBax crnpasa.

AHamHe3 3aboneBaHuA: CO CNOB MaTepy pebeHKa, BbIHYXEHHOE NOoNoXeHne NpaBom
HOXKW 3amMeuyeHOo 5 CyToK Ha3af. B TeueHuve 5 gHel 3a MeAULMHCKON NOMOLLbIO He 06-
palanncb. HakaHyHe BbinonHeHo Y3W cycTaBoB 1 MAFKMX TKaHEN, nocne yero 6b11 ocMo-
TPeH OEeTCKMM XUPYProm 1 HemMeAsIeHHO HarnpasJieH B CTauMoOHap.

OO6bEeKTMBHbIA OCMOTP: COCTOAHME CpefHel CTerneHW TaxecTu. TemnepaTtypa Tena
36,7 °C. B co3HaHuu. Peakuma Ha ocMoTp afekBaTHadA. KopmneHune ycBavBaeT. KoXKHble
NMOKPOBbI 06bIUHbIE (HOPManbHble), cyxue. A3biK yBnaxHeH, 6e3 Haneta. Popma yepena
06bluHas, oKpyrno-oBanbHasA. bonbLIon PoAHNYOK BbIMONHEH, He BblOyXaeT, He NynbCu-
pyeT. Typrop MArkux TKaHe He U3MeHeH. DNacTUYHOCTb KOXMW He CHUXKeHa. MbllweyHbIn
TOHYC YAOBNETBOPUTENbHbIN, CUMMETPUYHBINA. [pyaHaa KneTka cummeTpuyHana. Y4 37
B MUHYTY. [bixaHre nyapunbHoe, xpunos HeT. YCC 135 B MuHyTYy. TOHbI cepAua ACHble,
NpaBuIbHOrO PUTMa, LLYMbI He BblCNYLIMBaOTCA. PKMBOT 0ObIYHO OBanbHOM GopMbI, CUM-
METPWYHBIN, He B3AYT, BblOyxaHUWA HeT, nepefHAA 6plowHan CcTeHKa He u3meHeHa. lNepu-
CTanbTUKa akTMBHasA. HanpsxxeHna mblwl nepegHein 6PIOWHON CTEHKN HeT. KNBOT yua-
CTBYET B aKTe [ibIXxaHWA CUMMETPUYHO C 06enx CTOPOH, OCTYNeH rny6oKo nanbnaymm
6e360ne3HeHHbIN BO Bcex oTaenax. CMMNTOMbI pa3fpaxeHusa 6poWwrHbl OTpULaTeNbHbI.
MaTonornyecknx obpaszoBaHuii HeT. [NeyeHb 1 ceneseHKka He yBenuyeHbl. Hapy»Hble no-
nosble opraHbl cGopMrpoBaHbl NPaBUIbHO, MO MYy>KCKOMy Tuny. OTekoB HeT. MoueBbl-
JeneHune camoctoaTeNlbHoe, gocTaTouHoe. CTyn Ha MOMEHT OCMOTPa CaMOCTOATENbHbIN,
KalmueobpasHbii, XenToro LBeTa.

Status localis: HUKHME KOHEUHOCTN OANHAKOBOW ANNHBI, MPaBasa HUXHAA KOHEYHOCTb
B BbIHY>KAEHHOM MONOXEeHUN — POTUPOBaHa KHapy»u, COrHyTa B Ta306e4peHHOM U KO-
NeHHOM cycTaBax, ctona ceucaeT. OTEKOB MATKMX TKaHen He onpepfensdeTca, KoXka Hajg
CyCTaBamu He n3MeHeHa. AKTVBHbIE ABUXKEHUA He BbinonHAeT. [laccmBHble ABUKeHUA 60-
ne3HeHHbI. ArognyHble CKNagky CUMMETPUYHbIE.

JlabopatopHble nokasatenu: WBC 15,0x10°/n; HGB 122 r/n; RBC 3,4x10'%/n; PLT
212,0x10%n; n — 0. C-peakTMBHbIN 6enoK B KpoBK (KonnyecteeHHOo) (CPB (kon)) 0,50 mr/n.
MpokanbunToHKH 0,06 Hr/mn.

Mpu ynbTpa3ByKOBOM UCCNEA0BaHUN MATKKX TKaHel NpaBoro 6egpa — onucaHbl Npu-
3HaKu NnepnocTuTa npasoi bepeHHON KOCTW.

Ha peHTreHorpammax npasovi 6efpeHHON KOCTU B 2 CTaHAAPTHbIX Npoekuunsax (puc. 1)
B AncTanbHOM MeTadu3e npaBoii 6efpeHHON KOCTM onpefenAeTca ovar 4ecTpyKuum C
HeYeTKUMUN KOHTYpamu, AOCTOBEPHO HeNb3A UCKIUYNTb NUTUYECKNE U3MEHEHUA Agpa
OKOCTEeHeHUA.
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a b

Puc. 1. NayuenT C. (5 cyTOK c Hayana 3aboneBaHusA): a - peHTreHorpadua 6eapeHHbIX KocTell B NPAMON
npoekuuu; b - peHTreHorpadus npaBoit 6egpeHHON KOCTU B 60KOBOI NpoeKkuun

Fig. 1. Patient S. (5 days after illness onset): a - radiograph of the femur in the frontal projection;

b - radiograph of the right femur in the lateral projection

JlononHUTeNbHO BbINOMHEHA MYIBTUCMIMPAibHasA KOMMbloTepHas Tomorpadpus (MCKT)
npasou 6eipeHHON KOCTU (puc. 2), rae 6osee UeTKO BM3Yyanm3npoBaHbl 30Ha PacnpocTpa-
HeHVA AeCTPYKTUBHOIO Mpouecca C YaCTUYHbIM pa3pyLllueHnemM Aapa OKOCTEHEHUA AMNC-
TasnbHOro 3nndr3a begpeHHON KOCTH, a TaKXKe pacluMpeHmne KOCTHOTO MO3rOBOrO KaHarna.

Ha MPT npaBoi1 6epeHHON KOCTU (pUc. 3), BbINOSIHEHHON MO CTaHAAPTHOMY MPOTOKO-
Ny, BU3yanm3npoBaH ouar AeCTPyKUUN C reTepOoreHHbIM COAEePXKMMbIM B MPOeKL N AnC-
TasibHOro 3nmdu3sa 6egpeHHON KOCTU, CBA3AHHDBIN «CBULLEBBIM XOLOM» C BOCMafeHHbIM
KOCTHOMO3rOBbIM KaHaJIOM, XapaKTepu3yLWnMCa BbICOKAM curHanom no T2 n T2 STIR,
HM3KUM no T1.

Mo nepenHei NOBEPXHOCTY ANCTaNIbHON TpeTu aradusa 6egpeHHON KOCTU BU3yanu-
3UpYyeTCA HEPABHOMEPHOE YTOJILIEeHV e, HEOAHOPOAHOCTb NMepUoCcTa, 6e3 JOCTOBEPHbIX

Puc. 2. MaymeHT C. (5 cyTok c Hauana 3a6oneBaHun). KomnblotepHaa Tomorpadusa npasoro 6egpa
Fig. 2. Patient S. (5 days after illness onset). CT scan of the right thigh
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Puc. 3. NauymeHT C. (5 cyTOK c Hauana 3a6oneBaHus). CKaHbl MarHMTHO-pe30HaHCHOII ToMmorpaduun
npasoro 6eapa B caruTTanbHoM (a) n akcnanbHoii (b) nnockocTax

Fig. 3. Patient S. (5 days after illness onset). Magnetic resonance imaging scans of the right thigh in the
sagittal (a) and axial (b) planes

NPU3HaKOB AecTpyKuuu. BbinonHeHa onepauus — oCTeONyHKUMA U ocTeonepdopauus
npaBou 6efpeHHON KOCTU.

B 6aKTepI/IOJ'IOFI/IHECKOM nccnenoBaHuUM noceBa onepaymMoOHHOro matepuana Bbigene-
Hbl: Staphylococcus aureus + Klebsiella pneumoniae, ¢ onpegeneHHol YyBCTBUTENBHO-
CTbIO K aHTUOUOTUKaM. AHTMOMOTNKOTEPaNus NpoBefieHa B TeueHue 28 cyTok (3 Kypca) —
napeHTepasbHble NyT BBEAEHNA.

B panbHenwem (1 No ceil AeHb) NPOBOANUTCS HabnogeHe 32 pebeHKOM B KabuHeTe
KaTaMHe3a C BbIMOJIHEHEM MOJIHOITO KOMMJ1IeKCa BOCCTAaHOBUTENIbHOIO JieueHnA ((I)I/I3I/IO-
npouenyp v np.).

OcmoTpeH B KaTamHese 8 mecAueB. Manobbl MaTb pebeHKa He BbiCKa3biBaeT. Huk-
HMe KOHEYHOCTU OAMHAKOBOW ASiMHbl. KoHourypaumsa cyctaBoB He uU3MeHeHa, oObem
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a i R

Puc. 4. NayunenT C. (MHTpaonepauoHHoe $oTo): a - N0 BCKPbITUN KOCTHOMO3roBOro KaHasa npu
ocTeonepdopauun npaBoil 6eApeHHOI KOCTN BbIAENWICA rycTol rHoli; b - peHTreHOBCKMNi KOHTPONb
(HaBMrauuma) NONoXKeHNA APeHaXKHOI TPYOKM B KOCTHOMO3roBOM KaHane

Fig. 4. Patient S. (intraoperative photo): a - after opening the medullary canal due to osteoperforation
of the right femur, thick pus was released; b - X-ray control (navigation) of the position of the drainage
tube in the medullary canal

OBWKEHUI B CycTaBax B GU3MONOrMUECKMX aMMInTydax He orpaHuyeH. B obnactu npa-
Boro 6egpa — nocieonepaumoHHblii pybel. Ha KOHTPONbHbBIX PEHTTEHOBCKUX CHUMKaX
(pvic. 5) 30H gecTpyKUMM He BbIABNIEHO.

Puc. 5. MaumeHT C. PeHTreHorpadusa npaBoro 6eapa B 2 NpoeKynAX cnycTs 8 mecsALues nocne
nepeHeCceHHOro OCTPOro reMaToreHHOro ocTeoMnenuTa
Fig. 5. Patient S. X-ray of the right hip in 2 projections 8 months after acute hematogenous osteomyelitis
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MauyneHTKa P., pogmnacb oT 1-x POAOB Y XeHLWMHbl 21 rofa, macca Tena npu poxae-
HuM 4278,0 1, LOHOLWEHHAaA HOBOPOXKAEHHAA AeBOYKa B CPOKe rectauuu 41 Hegens, npu
pOXAeHNN B peaHMaLMOHHbIX MepPONPUATUAX He HyxAanacb. OueHka no wkane Anrap
7/9 6annos. MNpun obcnefoBaHUN B pOAUIBHOM OTAEIEHUMN B OOLMX aHaNM3aX BbIABNEHbI
nerKkoLumnTo3, NoBbllleHHasA KoHueHTpauna CPb — nonyumna Kypc aHTnbumoTtukos. Mo 3a-
BepLUEHNW ANarHoCTUYECKKX 1 fieuyeBHbIX MePONPUATUIA BbIMMCaHa NO MeCTY XKUTeNbCTBa
B YAOBNETBOPUTENbHOM COCTOAHUN. Ha 25-e cyTKM XM3HKM (CNycTa 7 CYTOK C Havana 3a-
6oneBaHnA) camoobpalleHne B NPUEMHBbI MOKOW C »anobamm co CTOPOHbI MaTepU Ha
OTCYTCTBUE ABUKEHWUI B NEBOW pyKe y pebeHKa, Ha 6ecnokoncTBo, Ha 6one3HeHHyto pe-
aKUMIo NpY NPUKOCHOBEHNAX K NIEBOI pPyKe AeBOYKMU.

CocTosiHMe Npu NOCTYNAEHUN B OTAENEHNE CpeaHeTaxenoe, 4To 6b1no obycnosneHo
WHTOKCKKauren n 6onesbiM CMHAPOMOM. Peakuma Ha OCMOTp afieKBaTHas. TemnepaTyp-
Has peakuma 36,8 °C. Dopma uepena obbluHasA, oKpyrno-osanbHasA. bonbluon pogHuyok
BbINOJIHEH, He BblbyxaeT, He nynbcupyet. Koxa 6neHo-po3oBad. Typrop MArkux TKaHenm
He M3MeHeH. DNacTUYHOCTb KOXKUN He cHkeHa. YA 42 B MuHYTY. [lbixaHre nNy3pusibHOE,
XpunoB HeT. ToHbl cepAua AcHble, NpasuibHoro putma, YCC 156 B MyH. o BHyTpeHHUM
opraHam — 6e3 3HaunTeNbHbIX OTKIIOHEHMI. Hapy»Hble NooBble opraHbl cGopMmpoBaHbI
npasubHO, NO »KeHcKoMy TUMy. OTeKoB HeT. CTyn CamoCTOATESbHBIN, KalwnLeobpasHbIii.

Status localis: Bu3yanbHO BepxHME KOHEUYHOCTW BbIMALENN CUMMETPUYHBIMK, aHATO-
MMYECKMEe OCY KOHEYHOCTEN BNN3KKN K NPaBUIbHbIM. AKTVBHbIE ABVXXEHWUS B NEBOM Mie-
YEeBOM U JIOKTEBOM CyCTaBax coxpaHeHbl. OTeKa, runepemuu, GaioKTyaLmm He OTMEYEHO.
OTmeuaeTca 6ecnokoNCTBO pebeHKa Npu nanbnaumm B 061acT HUXKHEN TPETU NEBOTO
nneyva.

JlabopatopHble TecTbl: WBC (nelikouuntbl) 17,5%10°/n; HGB (remorno6uH) 138 r/n; RBC
(3puTpounTbl) 3,9%10'%/n; HCT (rematokpuT) 38,0%; PLT (TpombouunTbl) 604%10°%/ 1. MNpo-
KanbUMToHWH 0,2 Hr/mn; npecencuH 203,00 nr/mn; C-peakTuBHbIN 6enok 35,50 r/n.

Puc. 6. NauyuneHTKa P. (7 cyToK c Hauana 3aboneBaHus). PeHTreHorpadua neBoii BepxHeil KOHeYHOCTH

B NPAMOI1 NPOeKLMN B fieHb rocnnTanusayum

Fig. 6. Patient R. (7 days from the onset of the disease) X-ray of the left upper limb in a direct projection
on the day of hospitalization
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Puc. 7. NaumeHTKa P. (7 cyTOK OT Hauana 3a6oneBaHuns). CKaHbl MarHMTHO-Pe30HaHCHOI TOMorpadun
neBoro nneva
Fig. 7. Patient R. (7 days since illness onset). Magnetic resonance imaging scans of the left shoulder

Ha Y3W mArkmx TkaHern neBoro njeya u OogHOMMEHHOTO CyCTaBa OMnncaHbl ynbTpa3By-
KOBbI€ NMPU3HAKN CNHOBUTA NNOKTEBOIo CyCTaBa.

Ha CTaHAAPTHbIX peHTreHorpamMmax neBsoro nneya 1 npegnnevybAa KOCTHO-TPaBMaTu-
yeckom u ,EI,ECprKTI/IBHOVI naTonornn He BbiABeHO. BoinonHeHo MPT-nuccnegoBaHue ne-
BOro nJjieda v npeanneybA. BbiABneHbl NPU3HaKN BOCNannTeNbHOroO npouecca C BoBJieye-
HVEeM ONCTaNbHOro oTAena JIeBon nieyYeBon KOCTU U NPOKCMMalIbHOIro oTaena NIOKTEBOW

b c

Puc. 8. MayunenTKa P. (nocne onepauyun BbINoOAHANACb MMMOGUAN3aLMA NNNKONNACTLIPHBIM
BbITSXKeHneM). PeHTreHorpadua neBoi nneyeBoii KOCTN B NPAMOIi NPoeKuun: a — Yepes 3 CyToK nocsie
BbINOJIHEHUA ocTeoneppopaLNOHHbIX OTBEPCTUII AUAarHOCTMPOBaH NaTosiornyeckunii nepenom guadpusa
neBoii NneveBoii KocTu; b - 4 cyTok nocne ANMarHOCTUKN Nepenoma; ¢ - 9 CyToK nocne ANarHoCcTUKN
nepenoma, NpoAio/ibHasA 0Cb KOCTN BOCCTaHOBJIEHA

Fig. 8. Patient R. (immobilization with adhesive traction was performed after the operation).
Radiography of the left humerus in a direct projection: a - 3 days after the osteoperforation holes were
made, a pathological fracture of the diaphysis of the left humerus was diagnosed; b - 4 days after the
fracture was diagnosed; c - 9 days after the fracture was diagnosed, the longitudinal axis of the bone
was restored

a
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1 nyyeBoli KocTu B Buge anddysHoro oteka, N1€BOro NOKTEBOro CycTaBa B BUfe NposBIe-
HWUIA CUHOBUTA C YMEPEHHO BblPaXXeHHbIM BbINOTOM, a TakKe MArKUX TKaHel AnCTanbHON
TpeTy NeBOro nneva. 30H AeCTPYKUMM, MeproCTanbHON peakumm AOCTOBEPHO He BbiABe-
Ho (puc. 7). MNpu NyHKLMW NOKTEBOrO CyCTaBa FHOA He NosnyyeHo.

HecmoTps Ha nonyyeHHble pe3ynbTaTtbl 3anogo3peH OFO meTasnudusa neson nneve-
BOW KOCTU. BbinonHeHa onepauus — 0CTeonyHKUUA 1 ocTeonepdopaLuns nesoi nneyeson
KOCTW; U3 KOCTHOMO3rOBOI0 KaHasa MoslyyYeH XXUAKNIA THOWM C KPOoBbio nof AaBneHunem. MNo-
Cfle onepaummn B Kauectse 06e3BMXKMBaHNA NOPaXKEHHOIO CerMeHTa KOHeYHOCTU Npu-
MEHEH MeTof NTMNKOMAcTbipHOro BbiTAXeHMA (no Wepe). Ha 3-u nocneonepaunoHHble
CYTKW ANarHOCTUPOBaH MONepeYHblil MepesioM B HUXHeNn TpeTu anadursa (B 30He ocTeo-
nepdopauun) neBoi NneyeBolr KOCTH CO CMeLLeHeM OTIOMKOB.

OcTpbilt HPEKLNOHHO-BOCNANMTENbHBIV NPOLECC yaanocb KynupoBsaTb, U Hapsagy C
3TMM npouncxoamno GopmmnpoBaHne N36bITOUHON KOCTHOM MO30IM B MeCTe ComnocTaBsie-
HMA KOCTHbIX OT/IOMKOB JIEBOW NNeYeBO KOCTH.

B 6aKTepuonormyeckom nccnefgoBaHnmM nocesa onepaLMoHHOro matepuasna Bbigene-
Hbl: Staphylococcus aureus + Staphylococcus epidermidis c onpegeneHHol YyBCTBUTENb-
HOCTbIO K aHTUOMOTMKaM. AHTMONOTNKOTEpanua NpoBefeHa B TeueHne 28 cyTok (3 Kyp-
ca) — napeHTepasnbHble NyTy BBefeHWA [2]. IMmobununsauna neBon BepxHel KOHEYHOCTH
npoBeAeHa Ha NMMNKOMNNACTbIPHOM BbITAXEHUN B TeueHUe 3 Hefenb, 3atemM — dukcauma
npogosKeHa CbeMHbIM opTe3HbIM longuette ewe 2 Hegenw. B ganbHeliwem — Habnoge-
HMe 1 BOCCTaHOBUTENbHOE JleueHre B KabrHeTe KaTaMHe3a LieHTpa Nnoj KOHTponem feT-
CKOro xupypra v getckoro optonega. OcmoTpeHa B KaTamHe3e crycTa 2 rofa: »anob ot
MaTepn pebeHKa HeT. BepxHue KOHEeUHOCTV ofMHaKOBOWM AnuHbl. KoHburypaumsa cycra-
BOB He M3MeHeHa, 00beM ABVKEHWI B CycTaBax B GM3NONOrMYeCcKmX aMnamnTyaax He orpa-
HunueH. B obnactu nesoro nneva — nocneonepawloHHbI pybeLl.

a b c

Puc. 9. NaumenTtka P. (cnycta 15 1 21 cyTKN € MOMeHTa onepawnuv NpoBoANTCA KOHCepBaTMBHOE JlievyeHne
Ha NMNKONNacTbIPHOM BbITsKeHUN). KOHTpoNbHble peHTreHorpadgum eBoi NneYeBoi KocTn: a, b -
cnycTa 15 cyToK nocne onepayuu; ¢ - cnycra 21 geHb. DopmupoBaHme N36bITOYHOI KOCTHOI MO30K

B MeCTe CONOCTaB/IeHNA KOCTHbIX OT/IOMKOB NeBOIi Nae4eBO KOCTH

Fig. 9. Patient R. (15 and 21 days after surgery, conservative treatment with adhesive traction is
underway). Check radiographs of the left humerus: a, b - 15 days after surgery; c - 21 days after surgery.
Excessive callus formation at the junction of the bone fragments of the left humerus
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a b C

Puc. 10. MayuneHTKa P. (cnycta 3 1 19 mecsueB c MOMeHTa onepauun). PeHTreHorpammbl neBoii
nyie4yeBoi KOCTN NOC/E NepeHeceHHOro HeoHaTa/lbHOro OCTEOMUENNTA, OC/IOKHEHHOTO NonepeYHbIM
nepesnomMom: a — B NPAMOII NpoeKuuu cnycra 3 mec.; b, ¢ - B 2 npoekyuax cnycra 19 mecAues

Fig. 10. Patient R. (3 and 19 months after surgery). X-rays of the left humerus after neonatal
osteomyelitis complicated by a fracture: a - AP view 3 months later; b, c - in two views 19 months later

B 3AKJTIOMEHUE

MnagLwmii BO3pacT 1 HM3KME CPOKM recTauum ABAAITCA KpUTUYeckum GpakTopom ana
pa3BUTUA HeOHaTa/lbHOrO OCTEOMUENINTA, CEeNTUYECKUX MaHndecTauuii 1 MeCTHbIX OC-
NOXXHEHWI (B TOM Umncsie — NepesioMOB NOPaXKEHHbIX KOCTEN).

PaHHAA guarHocTnka n cBoeBpeMeHHoe Hauvano neveHua OFO y HOBOPOXAEHHbIX
feTell BO MHOrOM 3aBUCUT OT NepBUYHOro 3BeHa. Ecnm Bpaun-negmatpbl BoBpems 3ano-
[03pAT ArarHo3z OFO n HanpaBAT pebeHKa Ha KOHCYNbTaLMIo K XUPYPry, 3TO NO3BOINT
3$PEKTUBHO CaHMPOBATb MNPOLECC C BNAronpUATHBIMY KIIMHUYECKMMN 1 GYHKLMOHAMb-
HbIMY pe3ynbTaTamMmun B CPeHECPOYHON 1 JONTOCPOYHON NepcrneKkTuse.

B peHTreHHeraTmBHYy10 ¢a3y 3aboneBaHVA NPU XapaKTEPHOWN KIUHNYECKON KapTUHE
OCTEOMMENNTA, B TOM YMCSIE B CNyYasX «1abopaTopHON TULLUHDBI», AnA 060CHOBaHMWA one-
pPaTMBHOIO BMeLlaTeIbCTBA Ha PaHHelr cTagnmn pekomeHayeTca BbinosiHeHne Y3 n MPT.

Mpw neyeHn HOBOPOXKAEHHbIX NaureHToB ¢ OO K ocTeoneppopaunsim Heo6XxoaANMO
OTHOCUTBCA C OCTOPOXKHOCTbIO, MO BO3MOXHOCTI BO3[EPXKMBATbCA OT HUX, OrPaHNYMBa-
ACb MNYHKUUAMN KOCTW, TaK Kak Manas no gnameTpy KOCTb, HAXOAALWAACA B BOCMaNUTeNb-
HOM COCTOAHUMN, NPY ocTeonepdopaLMn MOXeT Ierko cnomatbcs. [aTonornyeckme nepe-
NOMbl, BO3HMKLLIKE npu OTO, B TOM uncie n Ha poHe XMPYPrnyecKkoro neveHuns, OTHOCATCA
K pedKkuM OCSIOKHEHUAM 1 B HacTosLlee BpemMA HeJOCTaTOUYHO M3YyYeHbl, TeM He MeHee
Haw HebOoNbLION OMbIT MO3BOJIAET YTBEPXKAATb, UTO JIMMKOMIACTBIPHOE BbITAXeHMe (Mo
Llene) no3BonAeT MMMOOMAN30BaTb NOPAYKEHHYIO KOHEYHOCTb, JIEFKO MPVMEHUMO U He
TpebyeT [OMNONHUTENbHbBIX ONepPaTBHbIX MOCOOMIA.
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Pesiome

Lenb. OueHnTb 3PEKTUBHOCTb ONTUMMU3ALUN MUKPOKIMMAaTA B KOMIMIIEKCHOM NleYeHnn
OCTPOro cTeHo3upytoLero napuHrotpaxeuta (OCJIT) y geten.

Marepuanbl n metoapl. [[poBegeHO NPOCNEKTUBHOE CPABHUTENbHOE KIIMHUYECKOe MC-
cnepoBaHue 101 naymeHTa ¢ gnarHosom OCJIT B Bo3pacTte oT 6 mecAueB o 5 ner. Mayu-
eHTbl 6bIY pacnpegeneHbl Ha 2 rpynnbl: | rpynna (n=47) — nauneHTbl, KOTOPbIM Ha GoHe
CTaHZapTHOW Tepanuu NPOBOAUINCH OYMCTKA M YBNaXKHeHWe Bo3ayxa B nanatax; Il rpynna
KOHTponbHasa (n=54) - nauneHTbl, NoflyyaBLUMe CTaHAAPTHYIO Tepanuio.

PesynbraTbl. YCTaHOB/IEHO, YTO MPW MPOBEAEHNM KOMMIEKCHON ONTMMMU3aUUn MUKPO-
KnuMmata B nanatax y»e yepes 3 4 Habnogaetca cHuxkeHne yposHa PM1.0, PM2.5, PM10,
TVOC, HCHO u AQI, a TakXKe yBennyeHne OTHOCUTENbHOMW BAAXKHOCTU [0 ONTUMAaNbHbIX
3HaueHun (P<0,05) B cpaBHEHMMN C KOHTPOJIbHOW rpynnor 6e3 KoppeKLMM MUKPOKIMMA-
Ta. KnnHnyeckas oueHka nokasana, 4YTo Ha 2-e CyTKY B OCHOBHOW rpynne Habntoaanocb
6onee Bblpa)keHHOE CHUXKEHME MOoKa3aTenel CTPMAOoPa, HaPYLUEHWI AbIXaHUA U CyMMap-
Horo 6anna no LWKasne Y3CTayM no cpaBHEHWUO C KOHTponbHoW rpynnoi (P<0,05). K 3-m
CYyTKam pasnunumsa coXpaHsanncb No nokasaTtesnto CTpraopa U CymmapHoMy 6anny wkanbl
Yactnum (P<0,05).

3aknioueHne. ONTMMM3aLNA MUKPOKMMATA B MasiaTax NaumeHToB accoLMmpoBanach C
6oree BblpaXKeHHbIM Perpeccom KinHmnyeckom cumntomatiku OCJTT, BKoUasa CHUXKeHMe
rnokasaTefieil CTpuzopa, HapyLleHns AbiXaHUA 1 CyMMapHoro 6anna no wkane Yactnuy, a
TaKXKe C COKpaLLleHUEeM AINTENIbHOCTX FOCNUTaNM3aLuum, YTo No3BonAeT paccmaTpuBaTb
ONTUMM3ALMIO MUKPOKIIMMATa Kak 3bdeKTrBHOE fOMNONHEHNEe K CTaHAAPTHOWN Tepanun y
neten.
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Abstract

Purpose. To evaluate the effectiveness of optimizing the ward microclimate in the
comprehensive treatment of acute stenosing laryngotracheitis (ASLT) in children.
Materials and methods. A prospective comparative clinical study was conducted
involving 101 patients aged 6 months to 5 years diagnosed with ASLT. The patients were
divided into two groups: Group | (n=47), in which, in addition to standard therapy, air
purification and humidification were carried out in the wards; and Group Il (control, n=54),
whose patients received standard therapy only.

Results. It was found that comprehensive optimization of the ward microclimate led,
within 3 hours, to a decrease in PM1.0, PM2.5, PM10, TVOC, HCHO and AQI levels, as well
as an increase in relative humidity to optimal values (P<0.05) compared with the control
group without microclimate correction. Clinical assessment showed that by day 2 the main
group demonstrated a more pronounced reduction in stridor, respiratory impairment,
and total Westley score compared with the control group (P<0.05). By day 3, significant
differences persisted for stridor and total Westley score (P<0.05).

Conclusion. The optimization of the ward microclimate was associated with more
pronounced regression of ASLT clinical symptoms, including decreased stridor, respiratory
impairment and total Westley score, as well as a shorter hospital stay. This allows
considering microclimate optimization as an effective addition to standard therapy in
children.

Keywords: acute stenosing laryngotracheitis, croup, children, microclimate, air
purification, air humidification, Westley score, PM2.5
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OnTmmsauma MUKPOKNMMaTa B KOMMJIEKCHOM NneYeHnn OCTPOro CTEHO3MPYIOLWEro lapuHroTpaxenta y aeten

B BBEJAEHUE

OcTpbilt cTeHO3MpYyOWMIA napuHrotpaxeut (OCJTT) octaeTca ogHol 13 Hanbonee va-
CTbIX MPWYUH rOCNUTaNM3aLMmn AeTeil paHHero Bo3pacTa M HepefKo COMpOBOXAaeTcA
pa3BuTMEM AbIXaTeSIbHOM HeJOCTaTOMHOCTU Pa3fIMYHON cTeneHun TaxecTn [1]. HecmoTtpsa
Ha CTaHAaPTM3aLMio NOAXOAOB K Tepanuiu, BKIIYaLWMX NPUMEHEeHVE UHFaNALMOHHbIX 1
CMCTEMHBIX FIOKOKOPTMKOCTEPOUAOB [2], a TakKe agpeHanuHa [3], npobnema nosbille-
HUA 3P PEeKTUBHOCTY NleYeHNA OCTaeTCA akTyanbHOW, YTo 06yCnoBNBaeT HEOOXOAUMOCTb
rnoncKa JONONHUTENbHbIX HEMEANKAaMEHTO3HbIX GpaKTOpPOB BO3[eNCTBMA Ha TeUeHue 3a-
6oneBaHus.

B nocnegHwue rogbl Bce 6osbliee BHUMaHWe yaenaeTca BAMAHMIO GakToOpOB OKpyKa-
foLLe cpefbl, B YaCTHOCTU KayecTBa BO3[yxa, Ha pPa3BUTUE 1 TeUeHUe pecnrpaTopHOn
natonorun y getei. Mo gaHHbim BO3, 3arpAsHeHne Bo3ayxa ABNAETCA OQHUM U3 BefyLUmX
$aKTOPOB pUCKa ANA 340POBbA AeTel, NP 3TOM 0Kono 93% AETCKOro HaceNleHnss Mmpa
rnofBepraeTca BO3AENCTBMIO BO3Jyxa C YPOBHEM 3arpA3HeHWs, MPeBbIIAoWM peKo-
MeHJyemble HopMaTuBbl [4]. YcTaHOBNEHO, UTO BO3AECTBME MENKOANCMEePCHbIX YacTuL 1
TOKCMYHbIX ra30B CMOCOOCTBYET NOBPEXAEHNIO PECNMPATOPHOrO SMUTENUSA, HapyLLEHWIO
MYKOLMIMAPHOTO KNMPEHCa U NOBbILEHNIO BOCMIPUMMUNBOCTU K MHOEKLMAM AblxaTenb-
Hbix nyTen [5]. [Jaxke OTHOCUTENIbHO HU3KME KOHLeHTPpaLUmn 3arpasHuTeNien Bo3ayxa acco-
LMMPOBaHbI C YBENTMYEHKEM YaCcTOTbl OCTPbIX PecrnmpaTopHbix 3aboneBaHunii y fetei [6].

B Pecnybnuke Y36eknctaH oTMevaeTca HebnaronpusaTHaa TeHAeHUMA K yXyaLWweHuo
KauecTBa aTMochepHoro Bo3ayxa [7], obycnoBneHHaa NPOMbILLIEHHBIMM, TPAHCMNOPTHbI-
MW 1 NPUPOAHO-KNMMATUYeCcKMMUN daKTopamu (3acyLnmnBbIi KNMMaT C HU3KOW OTHOCK-
TeNIbHOW BNIaXKHOCTbIO BO34yXa Ha NpOTAXeHun 6osbluei YyacTu roga).

Ponb MuKpoknnmata B nomeLleHnsax, 0CobeHHO B YCIIOBUAX CTaLMOHapa, nprobpeTa-
eT 0coboe 3HaueHVe, MOCKOMNbKY 1eTU NPOBOAAT 3HAUNTESIbHYIO YacTb BPEMEHM B 3aKpbl-
ThIX NpocTpaHcTBax [8]. [loka3aHo, UTo NapameTpbl BO3[yxa, BKNOYas YPOBEHb 3arpsa3He-
HUA, BNAXKHOCTb 1 COAepPXKaHre NeTyumx opraHNnYeckmnx CoeiHeHNIN, MOTYT CYLLIeCTBEHHO
BNUATb Ha TeueHne BPOHX006CTPYKTUBHBIX M BOCNaNUTeNbHbIX 3aboneBaHWi AbixaTesb-
HbiX nyTen y geten [9]. Kpome Toro, B psage uccnefoBaHnin noguepKnBaeTca 3HauYMmoe
BNUAHME 3arpsA3HeHNA BO3yxa Ha TeueHne 6POHXMaNbHOM aCcTMbl U APYTUX pecnmnpaTop-
Hbix 3aboneBaHun y petei [10].

TaknM 06pa3om, B yCNOBUAX COXPaHALLErocs pocTa 3arpAa3HeHnsa Bo3ayxa 1 Hebna-
rONPUATHBIX KNMMATUYECKMX OCODEHHOCTE B MUPe 1 pernoHe usydyeHue 3bdeKkTnBHo-
CTV ONTUMM3ALMN MUKPOKIMMATa B KOMMIIEKCHOM JIeYeHUM OCTPOro CTeHO3UpYIoLLero
napuviHroTpaxemuTa y feTeil npefCcTaBAAeTcs akTyanbHbIM U 060CHOBAHHbIM.

B LIESIb NCCNEAOBAHUA

OueHutb 3PpPHEeKTUBHOCTD ONTUMM3ALMN MUKPOK/IMMaTa B KOMIJIEKCHOM JieYeHnn
OCNTy petei.

B MATEPWAJIbl U METO/bI

lpoBeaeHO NpoCneKTMBHOE CpaBHUTENIbHOE KNMHMYECKOe UccnegoBaHme ¢ yqacTu-
em 101 pebeHKa B Bo3pacTe oT 6 MecsAueB Ao 5 net ¢ gnarHoszom OCNT (J05.0 no MKB-10).
Habop naumeHTOB OCyLLeCcTBAANCA CPeAn rocnuTann3npoBaHHbix B CaMapKaHACKUin 06-
NacTHOMN AeTCKNA MHOronpodunbHbIA MeAVNLNHCKAN LEHTP B OTAENEHUA NYNbMOHONOMN
W ansieprosiornmn, 4eTCKON peaHMMaLmm B nepunof ¢ ceHTabpsa 2024 no gekabpb 2025 T.
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MauneHTbl 6bITM pacnpegeneHbl Ha 2 rpynnbl B 3aBUCMMOCTY OT MPOBOAUMbBIX Me-
ponpuATUIA NO ONTUMM3aLMK MUKpoKnumara: | rpynna (n=47) — naumeHTbl, KOTOPbIM Ha
boHe cTaHJapTHOWM Tepanuu NPOBOAWANCH OUYMNCTKA U YBNa)KHEHUE BO3ayXa B nanartax;
Il rpynna koHTponbHaa (n=54) - nauyueHTbl, NofyyYaBlUMe CTaHAAPTHYyl0 Tepanuio 6e3
NPYMeHeHNA BO3JYXOOUNCTKN 1 yBNa>KHEHUA BO3ayXa.

CraHpapTHaA Tepanua oCyLecTBNANacb B COOTBETCTBUN C AENCTBYOLWMMA KINHWYe-
CKMMM NPOTOKONaMU JleYeHNA OCTPOro CTEHO3MPYIOLLEro TAPUHIoTpaxenTa 1 BKYana:
npwu | cTeneHn cTeHo3a — MHranAuumM GygecoHmaa U MeponpuATUA NO YBAXKHEHNIO BO3-
ayxa; npu Il cteneHn — fONONHUTENBHO UHFANALMM afpeHannHa N CUCTEMHYIO KOPTUKO-
CcTepougHyto Tepanuto, npu Il cteneHn — NOBTOPHbIE MHraNAUUM afpeHanHa, CUCTEMHble
KOPTUKOCTEPOULDbI, KUCIOPOAOoTEPanuio, a Npyv HeOOXOANMOCTM — NePeBOA B OTAENEHNE
[eTCKOW peaHUMaLumu C pelleHnem Bonpoca o6 NHTybaumm Tpaxeu.

Kputepun BKNOYEHNA: BO3PACT OT 6 MeCALEB A0 5 neT, Hannume KAMHUYeCcKn nog-
TBEPXKAEHHOIO arHo3a OCTPOro CTEHO3UPYIOLLEro lapuHroTpaxenTa, rocnuTanusaums
B yKa3aHHble oTaeneHuns, MHGOPMMPOBAHHOE corflache poauTenen Nnm 3akoHHbIX Npea-
CTaBUTeNeN Ha yyacTume B UcciefoBaHunM.

Kputepumn ncknioueHms: Hannume BpOXAeHHbIX aHOMasNIA bIXaTeNbHbIX MyTein, Xpo-
HUYecKmx 3aboneBaHnii Nerknx, TAXKEeNbIX CONYTCTBYIOLWNX COMAaTUYECKUX N HEBPONOMU-
yeckunx 3aboneBaHUi, a TakKe OTKas poauTenelt oT y4acTua B UCCNefoBaHUN.

Ob6LweKknnMHNYecKne Metoabl: NpoBoanaca cbop aHamHesa, pusmkanbHoe obcnenoBa-
HVe, OLleHKa BMTasbHbIX NoKa3aTtesiel. TAXKeCcTb COCTOAHUA NaLUWeHTOB 1 ANHAMUKA CcTene-
HW TAXKECTN 3ab0oneBaHNs OLEHNBANNCh C UCNOJIb30BaHNEM LKanbl Yactnu [11], BKntoya-
lOLLe OLEHKY CTPUAOPA, BTAKEHUA YCTYNUMBbIX MECT rPYAHON KNETKU, XapakTepa Ablxa-
HWA, HANNYUA LUMAHO3a U YPOBHSA CO3HaHWA.

OueHKa napamMeTpoB MMKPOKIIMMaTa 1 3arpA3HEHHOCTM BO3JyXa: U3MepeHUa Kaue-
CTBa BO3AyXa NPOBOAUINCH HEMOCPEACTBEHHO B NanaTax NauneHToB C NCMONb30BaHNEM
aBTOHOMHOrO MOHUWTOpa KayecTsa Bo3ayxa HTI HZ700-PRO (Poccumsa). OueHuanucb cne-
Jylolne nokasaTenm: KoHUeHTpauusa yrnekncnoro rasa (CO, ppm), MenkogucnepcHble
yactuybl (PM1.0, PM2.5, PM10, mMKr/m3), YPOBEHb NeTyuYnx opraHnyecknx CoeguHeHumn
(TVOC, mr/m3), dopmanbgernga (HCHO, Mr/M3), MHAEKC KayecTsa Bo3ayxa (AQI), a Takxe
Temnepatypa (°C) n oTHoCcuTenbHaA BAaXKHOCTb Bo3ayxa (%).

CTaTnCTUYECKMIN aHanm3: 4NA CPaBHEHNA KONMUYECTBEHHbIX NMOKa3aTenen Mmexay rpyn-
namu npumeHanca t-kputepuin CTblogeHTa A1 He3aBUCUMbIX BbIGOPOK NPY HOPMabHOM
pacnpegeneHuun gaHHbix unn U-KpuTtepuin MaHHa — YUTHU npu ero oTcyTcTBuun. Ana aHa-
NM3a KaTeropuanbHbIX JAaHHbIX UCMNOMb30Bancsa Kputepuii X? MNMupcoHa. CTatucTnyeckas
[OCTOBEPHOCTb pas3nnunii NpUHMManacb Npu yposHe 3HaunmmocTn p<0,05. O6paboTka
JaHHbIX BbINOJIHEHA C NCMOJ/Ib30BaHUeM nporpammbl SPSS Statistics 26.0.

B PE3YJNbTATHI

B Tabn. 1 npepcTaBfieHbl OCHOBHbIE KJAWHWKO-aHAMHECTMYECKME XapaKTepPUCTUKK
CpaBHVBaeMbIX rpynmn. YCTaHOBNEHO, YTO rpynnbl Obiny CONOCTaBUMbI MO BO3pacTy, nony,
mMacce Tena, AnmMTenbHoCTK 3aboneBaHunA Ao rocnuTanmu3auumn, TemnepaTtype Tena, Yactore
ObIxaTenbHbIX ABVMXEHUIN 1 YPOBHIO caTypauumn Kucnopoga (P>0,05).

AnutenbHocTb rocnutanusauum B | rpynne coctasuna 3,8+1,2 cyt, Bo Il rpynne —
4,4+1,5 cyT (P<0,05).
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Ta6nuua 1

OCHOBHbIe XapaKTepUCTUKN CpaBHUBaEMbIX rpynn

Table 1

Main characteristics of the compared groups
MNokasartennb | rpynna (n=47) Il rpynna (n=54) P
Bospacr, net (M+SD) 2,8+1,4 2,9+1,5 >0,5
Manbuunkn/geBouku, n (%) 29/18 (61,7/38,3%) |31/23(57,4/42,6%) |>0,5
Macca Tena, kr (M+SD) 14,3+4,1 14,8+4,3 >0,5
[nvTtenbHOCTb 60Me3HM JO rocnuT., cyT (M+SD) 1,4+0,6 1,3+0,6 >0,2
Temnepatypa Tena npu noctynneHuu, °C (M+SD) 37,8+0,5 37,7+0,6 >0,2
Y[ npu noctynneHnn, muH (M£SD) 34,2+4,8 33,8+5,1 >0,5
SpO, npv noctynnexnuu, % (M+SD) 95,8+1,6 95,6+1,7 >0,5
LnutenbHocTb rocnutan., cyT (M+SD) 3,8+1,2 4,4%1,5 <0,05

MpumeyaHme: P — focTOBEPHOCTb pasnnunil MoKasaTtenein CpaBHMBaEMbIX rpymm.

B Tabn. 2 npefcTaBneHa cpaBHUTENbHAA XapaKTePUCTUKA NoKa3aTeNen MMKPOKANMa-
Ta B Manartax obciefyemblx NMauMEHTOB B 3aBUCMMOCTU OT NMPOBOAUMBIX MEPONPUATUIA.
B | rpynne, roe npoBogmnach KOMMEKCHasA KOpPpeKUMA MUKPOKMaTa, yxKe yepes 3 y
OTMeYEHO CTAaTUCTUUYECKN 3HAaUMMOeE YnyJlleHne KauyecTBa BO3[yXa: CHUMXeHMe KOHLeH-
Tpauun menkoamucnepcHbix yactuy (PM1.0, PM2.5, PM10), neTyumx opraHm4eckmx coefu-
HeHwnin (TVOC), popmanbaernga (HCHO), a Takxke obLyero nHaeKkca 3arpA3HeEHUs Bo3ayxa
(AQI) (P<0,05). OgHOBpeMEHHO Habniopganocb yBenmyeHne OTHOCUTENIbHOM BNI@XHOCTU
BO34yXa A0 ONTUMasbHbIX 3HaueHui. Bo Il rpynne, roe faHHble MeponprATUA He NPOBOAU-
NNCb, NOKa3aTeNl MUKPOKIIMMaTa 3a aHaslorMyHbIN Neprog CyLeCTBEHHO He U3MEHSANNCD.

B Tabn. 3 npepcTaBneHbl NokKasatenu WKasnbl Y3cTam y 06CnefoBaHHbIX NaLMEHTOB B
OVHaMuKe HabnogeHuA. MNpy NOCTynneHUn 3HaueHna BCeX NapaMeTpoB B CPaBHVIBaeMbIX
rpynnax obinu conoctaBumbl. Ha 2-e cyTku B | rpynne otmeyvanocb 6onee BbiparkeHHOe
CHWXKEeHWe NnokasaTesieil CTPMAOoPa, AblXaHUA U CyMMapHOro Ganna no wkane Yactam no
cpaBHeHuto ¢ Il rpynnon (P<0,05). K 3-m cyTkam HabniogeHua pa3nnuumna mexay rpynnamu

Ta6bnuua 2

CpaBHUTeNIbHaA XapaKTepucTNKa NoKasareneii MUKpOK/AMMaTa B nanarax o6ciefyembix

Table 2

Comparative characteristics of microclimate indicators in the wards of the examined patients
Mokasatens M+SD | rpynna (n=47) Il rpynna (n=54)

Mpu noctynnexun | Yepes 3 4 Mpu noctynnexun | Yepes 3 4

CO,, ppm 1098,4+42,6 1081,2+35,4 1103,7£38,9 1099,1+40,2
PM1.0, mkr/m® 24,8+3,2 7,1£1,4% 25,3+3,4 24,9+3,1
PM2.5, mkr/m* 43,6£5,1 8,3+2,3% 44,2+4,8 43,8+5,0
PM10, mkr/m* 62,4+6,7 10,4£3,2* 63,1£7,0 62,7£6,8
TVOC, mr/m® 0,361+0,044 0,011+0,004* 0,365+0,041 0,358+0,039
HCHO, mr/m® 0,107+0,012 0,008+0,003* 0,109+0,011 0,106+0,013
AQl, 6annbl 121,7£12,5 22,3+3,6* 122,2+14,7 121,8+16,2
Temnepatypa, °C 25,3+0,6 25,2+0,5 25,4+0,5 25,3+0,6
BnaxHocTb, % 32,8+2,4 52,1+6,7* 33,2+2,1 34,1+3,7

MprimeyaHue: * LOCTOBEPHOCTb pasnuumnii <0,05 MeXay nokKasaTensmMn CpaBHMBAEMbIX rpyn.
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Ta6bnuua 3
CpaBHUTeNbHaA XapaKTepucTKa noKasatenei WKanbl Yactnu cpean o6cnefoBaHHbIX
Table 3
Comparative characteristics of Westley score indicators among the examined patients
| rpynna (n=47) Il rpynna (n=54)
Mapametp wKanbi = -
Yactam PUNOCTY" |5 o cytku | 3-1u cyTku PUROCTY" | 5 o cyTku | 3-1m cyTkn

nneHvun nne{nun
Crpuipop (0-2 6anna) | 1,64+0,44 1,12+0,38* 0,58+0,29* 1,71+0,43 1,28+0,41 0,77+0,33

BTaxeHue ycTyn. mect
rp. kn. (0-3 6anna)

ObixaHue (0-2 6anna) | 1,09+0,29 0,71+0,27* 0,34+0,22 1,12+£0,32 0,82+0,29 0,41+0,24
LunaHos (0-5 6annos) | 1,72+0,53 0,62+0,31 0,18+0,12 1,70+0,42 0,68+0,34 |0,20%0,15

YpoBeHb CO3HaHMA
(0-5 6annos.)

CymMMapHbIil 6ann no
wKane Yactnm

1,42+0,57 0,74+0,42 0,32+0,25 1,46x0,61 0,81+045 |0,35+0,29

0,51+0,21 0,12+0,08 0,04+0,03 0,53+0,19 0,14+0,09 |0,05+0,04

6,38+1,41 3,31+1,02% 1,46+0,68* |6,52+1,38 3,73£1,11 1,75+0,74

MNpumeyaHue: * focToBepHOCTL pasnuumnn <0,05 mexxay nokasaTenAamm CpaBHUBaEMbIX Fpynmn.

COXPAHANINCH 1 ObIV CTaTUCTUYECKM 3HAUVMbIMU MO MOKa3aTeno CTpuAopa Y CyMMapHO-
My 6anny wkasnbl Yactnm (P<0,05). Mo ocTanbHbIM NapaMeTpam AOCTOBEPHbIX Pa3finunii
He BbIAB/IEHO.

B OBCYXIAEHWE

MonyueHHble pe3ynbTaTbl MOKa3blBAOT, UTO BKIIIOUYEHNE ONTUMMU3ALNN MUKPOKIMMA-
Ta B COCTaB KomniekcHol Tepanuu OCJIT y geteil CONPOBOXKAAN0OCh HE TONbKO ObICTPbIM
ynyJlleHEM NAPAMETPOB BO3AYLLHOW cpefbl, HO 1 6onee 6naronpuATHON KNMHUYECKOI
AVIHaMUKOW. B Halwem nccnefoBaHyy B OCHOBHOW rpyrmne 6bijlo OTMEeYEHO 3HaUYMMOe CHI-
XeHune KoHueHTpauun PM1.0, PM2.5, PM10, TVOC, HCHO n AQI npn ogHOBpeMeHHOM Mo-
BbILLEHV OTHOCUTESIbHOW BNIaXXHOCTW BO3ayXa A0 52,1+6,7%, npu 3Tom BbifBNIEHO 6osee
ObICTPOE ynyuLleHre NoKa3aTesie CTPMAOoPA, NPOXOAUMOCTY AbIXaTeSIbHbIX MyTeN U CyM-
MapHoro 6asna no wkane Y3CTiu, a Takke CoKpalLeHre AINTeNIbHOCTM rocnuTanu3aumum
MO CPaBHEHMIO C KOHTPOSIEM. DTV AaHHble YKa3blBalOT Ha TO, UTO KIIMHMYECKNI P PeKT,
BEPOATHO, CBA3aH C KOMMIEKCHbIM M3MEHEHMEM KayeCTBa BAbIXaeMoro Bo3ayxa.

Takoe TONKOBaHWE COrNacyeTcsa C COBPEMEHHbIMY MPeACTaBNEHNAMMN O PONIA 3arpaAs-
HeHuA Bo3ayxa B GOPMUPOBAHNM U YTAXKENIEHWIN pecnmpaTopHOl natonorum y getein. 06-
30pbl Bjornson 1 Johnson noguepkuBatoT, UTo Kpyn npeacTaBaseT coboi Bocnanutesb-
Hoe 3abosieBaHME BEPXHUX AbIXaTeNbHbIX MyTe, NPy KOTOPOM fAaXke YMepPeHHOoe ycuie-
HUe oTeKa CIN3MCTON MOXKET NPUBOANUTL K KIMHUYECKN 3HAYMMOMY CY>KEHUIO MPOCBeTa
[bIXaTeNIbHbIX NyTen y pebeHka paHHero Bo3pacTa [12]. Ha 3Tom ¢poHe niobble foNonHN-
TeJIbHble UHTANIALVOHHbIE PAa3ApPaKUTENN NOTEHLMANIbHO CMNOCOOHBI 3aMedsiATb Perpecc
CTeHo3a.

Halum faHHble TakKe XOPOoLLO BMMUCHIBAIOTCA B 60Jiee LWWNPOKUIA SKONOTMYECKNIA KOH-
TeKcT. Mo gaHHbIM BO3 1 coBpemeHHbIX 0630p0B, AETU ABNAIOTCA Hanbosee ysA3BMMON
rpynnown K BO34eNCTBUIO 3arpA3HEHHOro Bo3ayxa; Bo3gencreme PM2.5 n gpyrmux Komno-
HEHTOB a3p030J1A CBA3aHO C MOBbILEHNEM PUCKA OCTPbIX PECNNPATOPHbIX UHPEKLMIA 1
yXyZLWeHUsa pecnnpaTopHbIx ncxopos [4]. CnegoBaTeNibHO, CHUXKEHME COfepKaHnA Mes-
KOAMCMEPCHbIX YacTUL, M XMMUYECKMX 3arpA3HUTeNIe B NanaTHOM BO34yXe B YCIIOBUAX
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CTaLMOHapa MOXeT pacCMaTpMBaTbCA Kak MaToreHeTnyeckn 060CHOBaHHOE JONOJTHEHME
K 6a3uncHon Tepanun OCITT.

[lononHnTenbHbIM apryMeHToOM B MOMb3y TakoW MHTepnpeTauuu ABNATCA Uccneno-
BaHWA, BbINMOMHEHHbIE NPU APYTrX pecnupaTopHbiX 3aboneBaHuAX y aeteit. B paHgomumsu-
pOBaHHOM uccnefoBaHum Lei n coaBT. NPOAEMOHCTPMPOBAHO, YTO NHTEHCUBHAA OUYUNCT-
Ka BO3fyxa B pa3HbIX MOMeLleHMAX accoummpoBanach C ynydweHmem pecnupaTopHom
oyHKuMn y petein [13], uTo noaTBepKAaeT 06LLYyI0 KIMHUKO-NAaTOreHeTUYECKYH0 3aKOHO-
MEPHOCTb, @ UMEHHO: YNyuYlleHMe KauyecTBa BO3AyXa COCOOHO NONOXKNTENbHO BNVATL Ha
TeyeHne AeTCKOM pecnupaTopHOn NaTonoruu.

CoBpemeHHble 0630pbl Wolkoff, Guarnieri 1 coaBT. Takxe yKa3blBaloT, UTO CyXOl BO3-
Oyx Hxe 30-40% MoxeT yxyaLwaTb GyHKLUMOHaNbHOE COCTOAHKE C/IM3NCTON 060NTOUKN 1
MyKOLMANapHBIN KNNPEHC, Toraa Kak granasoH 40-60% paccmaTpumBaeTca Kak Hanbonee
6naronpuATHbIN ANA apixatenbHbix nyTten [14, 15]. CnegoBaTenbHO, NOBbIWEHNE BNaXXHO-
CTV B NanaTax y Halmx NauneHToB, BEPOATHO, CnocobcTBoBano 6onee GbicTpomy perpec-
CY MeCTHbIX NPOABAEHNI CTeHO3a.

B 3AKJTIOMEHUE

Mcnonb3oBaHMe BO3AYXOOUNCTKU 1 YBNAXKHEHUA B Manatax nauMeHToB CONpoBOXaa-
Nnocb GbICTPbIM N JOCTOBEPHBIM YiyylleHneM napameTpoB BO3AYLHOW Cpefbl, YTO ac-
CoOUMMPOBANOCh C 6oee BblpPaXXeHHbIM PerpeccoM KianmHmyeckom cumntomaTnku OCIIT,
BK/IOYaA CHUXEHMNE NoKa3aTenen CTpuaopa, HapyLleHue AbiXxaHna 1 cymmapHoro 6anna
Mo wKasne Y3CTnu, a TakxKe C COKpaLleHnem AnUTeIbHOCT roCnuTanm3aLmm, YTo No3Bonsa-
eT paccmMaTpurBaThb ONTUMM3aLMI0 MUKPOKIMMaTa Kak 3G deKTMBHOE OMNONIHEHME K CTaH-
JapTHOWM Tepanun y AeTen.
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Pesiome

HoposupycHaa nHoekumsa (MKB-10 — A08.1) — ocTpoe MHPEKLMOHHOE aHTPOMNOHO3HOe
3aboneBaHue, Bbi3biBaeMoe Bo3byanTenem poga Norovirus, xapakTepusyioLleecs passu-
TWEeM racTpuTa, FacTPO3HTEPUTa U CUHAPOMa AermapaTtauun. Hanbonee taxenoe TeueHme
3aboneBaHus, Bbi3BaHHOro Norovirus, BCTpeyaeTca B rpynne feTell HeoHaTalbHOro nepu-
opa. TeueHue NHOEKLMOHHOIO NpoLiecca B 3TON BO3PACTHOM rpynne NPUBOANT K TAXKeSbIM
3NEKTPONUTHBIM HapYLUEHUAM C Pa3BUTUEM SKCUKO3a, SHAOTOKCMHEMMIY, peanm3aunm cu-
CTEMHOW BOCMANuUTesIbHOW peakummn C KoarynaumoHHbIMU HapyLLUEHWUAMM, NPUBOAALLUMUA
K MOBbILEHHONW YacToTe HEKPOTU3MPYIOLLEro SHTepOoKonuTa. B pycckoasbluHON nutepa-
Type npefcTaBneHo KpaliHe Mano nHbopmaumm o TeYeHUM HOPOBUPYCHON UHdeKUUN Y
HOBOPOX[EHHbIX, OIHAKO OCNIOXHEHHOe TeueHne 3aboneBaHNA B 3TON rpynne Tpebyet
TLWaTeNbHOrO M3yyeHna ocobeHHoCTel MHOEKLIMOHHOMO npolecca U paspaboTku mep
npodunakTrky npotms Norovirus. B HacTosLel cTaTbe paccMaTpUBaOTCA 0COBEHHOCTU
TeueHna HOPOBUPYCHOW MHbEKL MU Y HOBOPOXAEHHbIX U ieTell NepBOro roaa, Noaxonbl
K AIMArHOCTUKE U JIeUEHMI0, a TaK»Ke NepCrneKTrBbl B pa3paboTke cneunduyeckom npodu-
NaKTUKN HOPOBUPYCHOWN UHeKLUMN.

KnioueBble cnoBa: HOpPOBUPYC, HOPOBUPYCHaA NHEKLNA, HOPOBUPYCHbIV FracTPO3HTe-
pUT, HEKPOTM3NPYIOLLUI SHTEPOKONNT, BakKUUHaLWA
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Abstract

Norovirus infection (ICD-10 - A08.1) is an acute infectious anthroponotic disease caused
by the pathogen Norovirus, characterized by gastritis, gastroenteritis, and dehydration
syndrome. The most severe course of the disease caused by Norovirus occurs in children
of the neonatal period. The course of the infectious process in this age group leads to
severe electrolyte disturbances with exsiccosis, endotoxemia, and the implementation
of a systemic inflammatory reaction with coagulation disorders, leading to an increased
incidence of necrotizing enterocolitis. The Russian-language literature provides little
information on the course of norovirus infection in newborns. However, the complicated
course of the disease in this group requires a thorough investigation of the infectious
process, and preventive measures should be worked out against Norovirus. This article
discusses features of norovirus infection in newborns and children of the first year of life,
approaches to diagnosis and treatment, as well as prospects for working out specific
prevention against norovirus infection.

Keywords: norovirus, norovirus infection, norovirus gastroenteritis, necrotizing
enterocolitis, vaccination

B BBEJAEHWE

HoposupycHaa nndekuma (MKB-10: A08.1 — ocTpas racTpo3HTeponaTus, Bbl3BaHHas
B036yauTenem HopBonk) — BUpycHoe 3aboneBaHue, Bbi3biBaeMOe NpeacTaBUTENAMU Ce-
mewncTBa Calciviridae, poga Norovirus, umetoliee dpekanbHO-opasbHbIi MeXaHU3M nepe-
[aun, npoTeKarollee B BULE OCTPOro BUPYCHOro ractTposHTepuTa [1, 2].

Bupyc 6bin Ha3BaH B uecTb pervoHa Norwalk B CoeiHeHHbix LLiTatax AMepuku, roe B
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1968 r. BnNepBble Oblna 3aperncTpupoBaHa BCnblllka 3aboneBaHnsA, cam xe Bo3dyamTens
6b1n ngeHTMPUUMpoBaH B 1972 r. [3]. B 1979 r. B BenukobpuTaHun 6bina 3adpukcnpoBaHa
oflHa 13 NepBbIX BCMbILLIEK HOPOBMPYCHOIO racTpo3HTEPUTa Cpeln AeTe B BO3pacTe oT
1 po 18 mecaueB. KnnHuyeckasa KapTvHa nHbeKUMM BapbrpoBana oT 6ecCUMnTOMHOro
HOCWTeNbCTBa [0 TAXesNblx popm 3aboneBaHunA. [lnarHo3 HoOpoBUPYCHON NHbeKUMM Obin
YCTaHOBNEH C MOMOLLbIO 3MEKTPOHHON MUKPOCKOMUM 1 CEPOSIOrMYECKO ANarHOCTUKM,
BbiABUBLLEN cneumduueckme aHTUTena knacca lgM y Bcex o6cnefioBaHHbIX, BKtovan 6ec-
CUMNTOMHbIX HOcuTenel. Tak, HOPOBMPYC CTan onpefenATbCA Kak 3HauYMMbI/i NaToreH,
CNOCO6HbIV BbI3bIBATb LLUMPOKUI CNEKTP KINHUYECKUX NPOABNEHUI racTpO3HTepuTa — OT
6eccMNTOMHOrO TeUeHKA 10 TAXKENOro NPOoAoIKUTeNbHOro 3abonesaHms [4].

WccnepoBaHme, npoeeaeHHoe Turcios-Ruiz et al. B 2008 r., 66110 NOCBALLEHO BCMbILLIKE
HEKPOTM3NPYIOLLEro SHTEPOKONTA B OTAENIEHNM PeaHnMaLn U MHTEHCUBHOW Tepanuu
HOBOPOXAEHHbIX. KnnHnyeckas KapTuHa 3aboneBaHuA BKNOYana anHos, pBoTy, B3AyTue
XMBOTa 1 KpoBb B cTyne. MNpu nHdekuymoHHom noncke B 100% cnyyaes 6bin BbIABNEH HO-
POBMPYC, YTO 1 CTaNio NOBOLAOM [AJIA €r0 BKIIOUEHNA KaK TpUrrepa B pa3BuTue HEKPOTH3U-
pyloLLero sHTepoKonuTa y ieTel HeoHaTanbHOro Bo3pacrta [5].

HopoBupycHasa nHdekuma, Bxogawasa B rpynny oCcTpbIX KULWEYHbIX MHOEeKLUIA, ABNA-
€TCA CyLlecTBeHHON npobnemoi ana 3apaBooXpaHeHnsA BO BCEM MUPE U MO HaCToAWNNA
MOMEHT, CO3fjaBas 3HauUMMYIo Harpy3Ky Ha MefuLUUHCKYto cuctemy. Mopasnaiollee 6onb-
LUMHCTBO AeTeli NepeHoCAT HOPOBUPYCHYIO UHdeKUMIo B BO3pacTe € 6 MecALeB 0 5 neT B
ABHOW 1N ckpbiTol Ppopme [6-8]. leTn e Ao 6 MecALEeB 3a CYET 3aLUTbl MaTEPUHCKMMM
aHTUTenamm GoneloT pexe, OfHaAKO TAXenoe TeueHre NHOEKLMOHHOro npolecca B 3Tol
rpynne CTaBuUT UX B 3HAUYMMYIO FPynny pUcka.

Mpobnema OCNOKHEHHOrO TeYeHUs HOPOBUPYCHON UHOEKLUN Y HOBOPOXKAEHHbIX
OCTaeTCcA Manousy4yeHHoOW B PyCcCKoA3blYHOM nuTepatype [6, 8]. MexayHapoaHbIn onbiT
YKa3blBaeT Ha accouraLmio HOPOBMpPYCa C HEKPOTU3MPYIOLMM SHTEPOKONTOM, FEMOKO-
NNTOM, ULLIEMMEN KULLKKU, YTO XOTA U BCTPeYaeTcsa KpalHe peiKko, HO NpeacTaBnsaeT ce-
pbe3HyI0 ANarHOCTUYECKYIo 3afauyy.

B LIEJTb NCCJIEOOBAHUA

MNpepctaBneHne ocobeHHOCTEN TeueHA HOPOBUPYCHON NHGEKUMN C aKLEeHTUPOBa-
HMeM BHMMaHMA Ha TeueHnn MHPEKLMOHHOro npoLecca B rpynne getell HeOHaTalbHOro
nepuoga. Ocoboe BHMMaHUe yaensaeTca nepcrnekTvBam B pa3paboTke cneumduueckon
npodunakTnkn npotrs Norovirus.

B MATEPWAJIbl U METObI

B xope HanucaHuAa paboTbl 6b11 NPOBeAEH aHaNN3 COBPEMEHHBIX OTEUYECTBEHHbIX U
3apyb6eXKHbIX NMTepaTypPHbIX UCTOYHMKOB MO KIIOUEBbIM C/IOBaM: KHOPOBUPYC», KHOPO-
BMpYCHaa NHbEKUMA», KHOPOBUPYCHBIA FaCTPOSHTEPUT», KHEKPOTU3UPYIOLIMIA SHTEpPO-
KONNT», «BakLMHALMA» — C UCMofb30BaHeM 6a3 gaHHbix PubMed, NIH, Scopus, HayuHoM
6ubnunoteku elibrary.RU, ResearchGate.

u SMMNAEMMONOTA
HopoBupyc sBnsetcs Beaywym 3TNONOTMYECKUM  $aKTopom HebakTepuab-
HbIX raCTPOSHTEPOMATWIA B Pa3BUTbIX CTpaHax. [lo TPeTW BCeX Cilydyaes AMApPEenHOro
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CUHIPOMa acCcoLMMpPOBaHbl C HOPOBUPYCHOM NHbeKumen. Permctpauus cnyyaes Norovirus
Ha TeppuTtopuun Poccuiickon Pepepauun segetca ¢ 2009 r. 3ab6oneBaeMoCTb Ha TOT MOMEHT
coctaenaAna 4,4 cnyyas Ha 100 000 uenosek [9]. Nocne noaABneHUA BaKLUHbI OT POTOBUPYC-
HoW MHbEKLUN 1 BBeeHVA ee B pervoHasbHble KaneHaapu npodunakTuyeckmx npusu-
BOK HOPOBMPYC CTan BeAyLM 3TUONOrM4YecknM ¢akTopoM BUPYCHbLIX raCTPOSHTEPUTOB.
B Poccuw, Kak 1 BO BCeM MMpe, OTMeYaeTCA 3HauMMBbIl pocT 3aboneBaeMoCcT HOPOBUPY-
COM, eXXerofjHo BO BceM Mupe GprKcupyeTca okono 685 MunnnoHos 3abonesLumx [9].

K rpynne pucka no MHGMUMpPOBaHWIO HOPOBUPYCOM OTHOCATCA JETU PaHHEro Bo3pac-
Ta, a TakXKe MoXunble 1 Nioan ¢ MMMyHogedrLMTHbIMU cocToaHuamK [10]. B cTpykType
3aboneBaemocTy NpeobnagaloT AeTn A0 5 neT, Ha JON0 KOTOPbIX NPUXoAMTCA okono 30%
OT BCEX CyyaeB HOPOBUpPYCa, NPy 3STOM Hanbonee nogeepkeHa MHPULIMPOBaHKWIO rpynna
ZeTeln B Bo3pacTe oT 6 fo 24 mecaues [11]. PacnpocTpaHeHHOCTb HOPOBUPYCHOM NHbEK-
LM C BO3PaCTOM HayMHaeT NoCTeneHHOo cHukatbeA [10, 11].

OCHOBHOI MexaH13M nepefayn Bo36yamTens HOPOBUPYCHOWN UHdeKUUn dpekanbHo-
OparnbHbI, B MEHbLUEl CTeneHn asporeHHbl. BbicOKaa KOHTarmo3HOCTb HOpPOBMpPYCa
obycnosneHa KpalHe HU3KoOW MHOUUMpPYIOLWeER [030M — AnA pa3BuTUA 3aboneBaHusA
[ocTaTouHo 20 BMPUOHOB, B TO BpeMaA Kak B 1 I Kana mMoxeT obHapyxusaTtbca 10810
BMPYCHbIX YacTul. OCHOBHble NyTW Nepefayn — KOHTaKTHbIW, BOAHbIN, anuMeHTapHbINA.
WHKyb6aumoHHbIN nepuop coctaBnsaeT oT 12 o 72 vyacos [1, 2, 12].

B OTNONOormA

HopoBupyc Ha ocHoBe cTpoeHus ero KancugHoro 6enka VP1 (Viral Protein 1 - Bu-
pycHbIi 6enok 1) nogpasgenstoT Ha 10 reHorpynn u 49 reHoTnnos. Cpean CTONb 3HaUYU-
TEeNIbHOrO reHeTUYeCcKoro pasHoobpasua npeactasuTeneit poga Norovirus naTtoreHHbIMM
ana yenoseka AsnATcA reHorpynnsl |, 1I, IV. Mpeobnagatowmmm reHoTMNamMK, KoTopble
BbI3bIBaOT NaHAeMuMYecKne BCrbiwKy, ABnaATca Gl.1 n Gll.4. MocnepgHnii obycnosnmsaet
6ONbLIMHCTBO rocnuTanM3aunii AeTe B CBA3M C 0COOEHHOCTAMU ero B3anMOAeNCTBUA C
HGBA uenoseka (Histo-Blood Group Antigen — aHTUreHbl FTMCTONOMMYECKON FPynMnbl KPo-
BM): 3@ CYET M3MEHEHMA SMUTONOB Ha MOBEPXHOCTY BUpPYCa U O6HaxKeHMA cybaomeHa P2
VP1 yBennumBaeTtca «nnacTUYHOCTb» SMMAEMNYECKMX KNACTepOB, YTO AaeT BO3MOXHOCTb
HOPOBUPYCY CBA3bIBATbCA C HECKONbKMMM pa3HbiMmu Tnamm HGBA [13-15].

B CTPYKTYPA HOPOBWPYCA

HopoBupycbl npeacTaBnAT coboi YacTULbl MKOCasapuyeckon Gopmbl AuameTpom
okono 27-35 Hm [11]. lfeHoMm, NpeacTaBneHHbIN + prboHyKnenHosow Kucnoton (+PHK),
coaepXunT 3 oTKpbITble pamku cunTbiBaHusa (ORF — Open Reading Frames). ORF1 TpaHc-
nupyeTca B Bufe nonmbeska, KOTopblii ABAAETCA NpeALecTBEHHNKOM 6-7 HEeCTPYKTYp-
Hbix 6enkoB Bupyca (NS1-NS7; NS - non-structural — HecTpykTypHble 6enkn): NS1-2
(N-koHueBol 6enok), NS3 (xenukasza), NS4 (3A-nopo6Hbin), NS5 (VPg - viral protein
genome-linked (BMpycHbI npoTeunH, cBA3aHHbIN ¢ reHomoM)), NS6 (npoteasza) u NS7
(PHK-3aBrcumas PHK-nonnmepasa - RdRp). ORF2 n ORF3 kogupytot 6enku VP1 n VP2
(Viral protein 1, 2 — BupycHble 6enkun 11 2) [6, 11, 13].

VP1 dopmupyet kancup Brpyca Takum obpasom, YTo Ha MOBEPXHOCTU 0bpasytoTca
yaweobpasHble BNaAuHbI, YTO U Aano HaseaHue cemencTtay Calciviridae. bonbwon Kan-
CcUaHbIN 6enok BktoyaeT N-koHueBon gomeH, S-gomeH (shell — o6onouka) n P-gomeH
(protruding - BbicTynatowmi). NMocnegHun BkntoyaeT 2 cybgomeHa — P1 un P2; cy6gomeH
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P2 xapakTepu3syetca Hambonblueli BapraTUBHOCTbIO aMUHOKUC/IOTHOWM MocnefoBaTeslb-
HOCTM, BbICOKOW 4aCcTOTON MyTaLUUN, a TakKe BbIPaXKeHHOW MMMYHOreHHoCTbio [2, 11].
®OyHKuma VP2 o KoHLUa He r3y4yeHa, OQHAaKO U3BECTHO, YTO ero OTCYTCTBME Y BUPMOHA
3HaUUTENbHO CHMXaeT CTabUNbHOCTb Y OLHOPOAHOCTb BUPYCHBIX YacTuLy [4].

B [MATOIEHE3

Peanusauma HOPOBMPYCHOWM MH)EKLUN HAuMHAeTCA C MonajaHuA BUpYyca B XKeny-
[OYHO-KMLLIEYHbI TPaKT NPW ero NpornaTblBaHUM UAN BAbIXaHWUW. YCTONYMBBIN K KNCION
cpefe »enyaka, HOpPoBMPYC AOCTMIAeT TOHKOrO KULLEYHNKA, Fae NPOUCXOAMT ero agresmsa
K SHTepoLumnTaM Yepes CBA3bIBaHME C TMCTOrPynnoBbIMM aHTUreHamu KpoBwu. [locne npo-
HUKHOBEHUA B KNETKY reHOM BMpYCa BbICBOOOXJAeTcA 1 CTaHOBUTCA maTpuuen ana PHK
3a CYET UCMNOJIb30BaHUA GaKTOPOB MHULIMALUN TPAHCIALUKN KNneTKK-xo3anHa [11, 16, 17].

AKTMBHaA pennvKkauua BMpyca NPUBOAUT K NPAMOMY LIMTONATUYECKOMY MOBpexae-
HUIO 3HTEPOLMTOB. JTO BbI3biBaeT MacCOBYIO rnbenb 1 CylMBaHWe KNeTokK, aTpoduio
KMLLEYHbIX BOPCMHOK C Pa3BUTEM AMcaxapnaasHon HefoCTaToyHOCT. HakonneHme He-
pacLiensieHHbIX BELecTs, 0CO6EHHO YrNeBOAOB, CO3aeT BbICOKOE OCMOTUYECKOe aBrie-
HMe B NpOCBeTe KMLLEYHWKA, HapyLlaeT peabcopbunio sneKTpoNMTOB U BOAbI, NPUBOAA K
pa3BUTMIO OCMOTMYECKOW Arapen n n3bbiTouHoMy razoobpasosaHuio [18-20].

MoMUMO enyaoUHO-KMLWeYHOro TpaKTa, Bo36yautenb obnagaet BblpaXeHHOW TPOMHO-
CTblO K UMMYHHbIM KneTkam: numdouuTtam, Makpodaram, AEHAPUTHBIM KNEeTKaM, NpMBoaA K
rmbeny YacTy KNeTok 3a cYeT yrHeTeHUA TpaHcnAumMW B Makpodarax [2, 21]. Yepes M-kneTku
KULLIEYHMKa HOPOBUPYC cnocobeH NPOHMKaTb B KPOBOTOK, a lanee B LLeHTPasbHYI0 HEPBHYO
cucTemy, uTo No3BonaeT obHapyXmBaTb BO3OyauUTENA B KpoBU 1 nuKeope [2, 10].

MexaHu3m pa3sBMTUA HEKPOTU3MPYIOLLEro SHTEPOKOAUTa Npu HOPOBMPYCHOM
nHbekynn

KnioueBblM 3BEHOM B Pa3BUTUM HEKPOTM3MPYIOLWEro SHTEPOKONTa NPU HOPOBU-
pycHOM UHEKUMN CRY>KUT Kackag MaToNormyeckmx peakumi, 3anyckaemblii BUPYCHbIM
nospexgeHviem [20, 22]. HopoBupyc noteHUMpyeT MacCUBHbIN BbIGpOC nposocnanu-
TeNIbHbIX LIUTOKMHOB, YCYrybnsasa fiokanbHoe U CUCTEMHOE BOCManeHue, Hapyluasa paboty
cucTeMbl remocTasa M co3fiaBas nNpsAMble NPeanoCbUTKA AA UWEMUN KULIEYHOWN CTEHKN
[23]. MNpAamoe unMTONaTMYeCKOe AENCTBME BUPYCA, CBA3AHHOE C ero akTMBHOW pennmnKa-
Uuen B SHTepoLMTax TOHKOIO KULLIEYHWNKA, MPUBOAMUT K NoTepe LiesIOCTHOCTY KMLLEYHOro
anuTenuanbHoro 6apbepa [10]. [NPOHNKHOBEHNE BHYTPUNPOCBETHOW YCJIOBHO-NATOreH-
HOWM MMKPOGNOPbI B TOJLLY KULIEYHON CTEHKM W CUCTEMHbIA KPOBOTOK 06ycnosnvBa-
eT n3bbITouHyto akTmBauumio Toll-nogobHbix peuentopos. Bnocneactsum npoucxogut
cneynduyeckn pacnosHaBaHWe 3STVMM  peLenTopamy  NaToreH-acCoUMMpPOBaHHbIX
(pathogen-associated molecular patterns - PAMP) 1 accounmpoBaHHbIX C MUKPOOPTraHn3-
mamu (microbe-associated molecular pattern - MAMP) monekynsapHbix nattepHoB. Bce
BbllLENepeyYrcieHHoe NPYBOAMT K aKTMBaLMM UMMYHOKOMMETEHTHbIX KNeTOK U MacCuB-
HOMY BbI6pPOCY MPOBOCNANUTENbHBIX LUTOKUHOB, TakuX Kak GakTop HeKpo3a onyxonu-
anbda (PHO-a), MHTepnenkuH-1, -6 1 -8, UTo CNOCOBCTBYET Pa3BUTUNIO CUCTEMHOIO BOC-
nanutenbHoro oteeta [22].

MegawraTtopbl BOCnaneHrs Bbi3biBaloT Ba3OKOHCTPUKLIMIO COCYLI0B OPbIKENKMN 1 CTEHKM
KunwwKuy [20]. HapylueHne MUKpoLMpPKYNALMM NPUBOANT K JIOKaSIbHON ULWEMNN TKaHen Ki-
LeYHKa, a akTMBaLMA CUCTEMbI Koarynaumm Ha poHe BocnaneHnsa — K TpoMO03y MeniKmx
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cocypos [24, 25].

0Oco6eHHOCTN reMocTa3sa Npyu HOPOBUPYCHOW MH$EKL NN, OCNOKHEHHON pa3Bu-
TMEM HeKpOTU3NPYIoLL,ero SHTEpoKonuTa

Pa3BrTVE HEKPOTU3MPYIOLLEro SHTePOKoNUTa Ha GoHe HOPOBUPYCHON NHbEKUMN 3a-
NycKaeT Kackaj, CCTEMHbIX HapyLUEHWI, LeHTPabHbIM U3 KOTOPbIX ABNIAETCA PacCTPOn-
CTBO remocTasa [20]. [ycKoBbIM MexaHVW3MOM CYXKUT BUPYC-MHAYLMPOBAHHOE MOBPEX-
[leHVie LenoCTHOCTY KuLleyHoro 6apbepa, CnefcTBMEM KOTOPOro CTaHOBUTCA TPaHCIOKa-
UmsA KuwweyHon ¢nopel [23, 26].

MNepBOHaYanbHO NPONCXOANT KPUTUYECKOe HapyLleHre 6anaHca CBepTbiBaloLWen Cu-
CTeMbl. AKTUBMPOBaHHbIE MOHOLUUTBI 1 Makpodarn sKcnpeccupyoT TKaHeBoW dakTop,
UTO CNY>KUT NYCKOBbIM MeXaHU3MOM N 06pa3oBaHna TpombrHa. OfHOBPEMEHHO C 3TUM
yrHeTaeTcA paboTa NPOTUBOCBEPTHIBAOLNX MEXAHM3MOB, YTO NPOABNAETCA CHUKEHNEM
ypoBHaA aHTUTpom6uHa lll u npotenHa C. NapannenbHo sHAOTENNIA COCYAOB TePAET CBOU
3alUTHble CBOWMCTBA, UTO CONPOBOXAAETCA runepkoarynaunen [24]. Habniogaetca dop-
MUpOBaHNEe MUKPOTPOMOOB 1 Koarynonatusa notpebneHns. IHTeHcnBHoe TpoMboo6pa-
30BaHMe B cOCyax MUKPOLMPKYIATOPHOTO pycna ycyryonsaer NiemMmio h HeKpo3 TKaHen.
MNMocToAaHHOe 06pa3oBaHMe CrycTKOB MPMBOAUT K MCTOLLEHMIO 3aMacoB TPOMOOLMTOB U
baKTOpOB CBEPTbIBaHMA, UTO CO3aET KPUTUYECKYIO CUTYaLMIO, KOTia Ha CMeHy TpoM603y
NPUXOAUT KPOBOTOUUBOCTb. KNMHMYECKN 3TO NpoABAETCA remaToxesnei, rematomesu-
COM U >KenyfoYHO-KULLEYHbIMY KpOBOTEUeHUAMN [24].

BocnanuTtenbHble LUTOKMHbI CTUMYNIUPYIOT BbIGPOC MHIMOMUTOPa akTuBaTopa nnasmu-
HOreHa, KOTOpbI 6NoKMpyeT NpoLecc pacTBopeHUsa TPoMoboB [24]. 3To HapyLweHune du-
6pUHONMN3a OKOHYaTeNIbHO YCyrybnaeT MUKPOLMPKYNATOPHbIE PacCTPONCTBa U CNOCO6-
CTBYeT HapacTaHMIo MONMOPraHHOM HegocTaTouHoCTU [27].

B KJIMHWYECKAA KAPTUHA

KnnHuyeckasa KapTvHa HOPOBUPYCHON MHGEKUMM CKNafblBaeTCA U3 MHTOKCUKaLU-
OHHOrO CMHAPOMa U CUMMTOMOKOMMEKCa HapyLeHni paboTbl Xeny[oUYHO-K/LLIEYHOro
TpakTa. 3aboneBaHune HauyMHaeTCcA OCTPO NKLb B 5% cnyyaes, yalle e y feTeil nepBoro
rofla Xn3Hu, KNMHNYeCKasa KapTuUHa peanmnsyeTcsa B TeYeHue 2 fHe, YTO NO3BONAET roBO-
PUTb O MOAOCTPOM TEYEHUU UHPEKLMOHHOTO NpoLecca [1, 28, 29].

CucrtemHble HapyLleHusA

C/HAPOM MHTOKCMKAaLMW NPy HOPOBUPYCHOM MHPEKLUN BO BCEX BO3PACTHBIX rpyn-
nax BblpakeH YMepeHHO, Hepe KO MOXeT oTCyTCcTBoBaTb. OTBET ocTpon dasbl, pa3BrBa-
IOLLMINCA KaK CIeACcTBME NPOHMKHOBEHMWA NAaTOreHa B OpraHm3m, NpoABAseTca c1abocTblo,
BAJIOCTbIO, FONOBHbIMY 6onAMUM, nnxopagkon go 38-39 °C [2].

AncnenTnyecknii cMHapom

TowHOTa U pBOTa — Camble YacTble CUMNTOMbI MOPAXKEHNA XeNyfoUYHO-KMLLIEYHOro
TpakTa, KOTopble BCTpeyatoTca 6onee uem y 90% 3aboneBlumnx. [naperiHbiii CUHAPOM
BCTpeyaeTca pexe, NnpumepHo y 35-38% uHPrUMpoBaHHbIX [29]. Y B3pocC/bIxX KNnHMYe-
CKaa KapTrHa NPUHLUNNANbHO He OTAMYaeTCA OT TaKoBOM Y AeTei. HamHoro vatle cpeam
B3poC/biX HabnogaeTca 6eCCUMNTOMHOE BYPYCOHOCUTENBCTBO, UTO MOXET CnocobCTBO-
BaTb pacnpocTpaHeHunto Hoposupyca [30].
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[ernapataynoHHbIN CUHAPOM

B 60nblWINHCTBE CllyYaeB HOPOBMPYCHbIN racCTPO3HTEPUT UMeeT foOpPOKavecTBEHHOe
TeyeHune C NOJHbIM BbI3AOPOBNEHNEM B TeueHne 24-72 4 oT Hayana 3aboneeaHmaA. Oc-
NOXKHEHUA Yalle BO3HUKAIOT Yy AeTel MepBOro rofa Xu3Hu, y NOXUnbiX, a Takxe y nogen c
UMMYHOAEPULNTHBIMI COCTOAHUAMU. K OCIOXKHEHUAM HOPOBUPYCHON HPEKLININ MOXHO
OTHeCTU AerngpaTaloHHbIA CUHAPOM, OCTPbIN FrenaTUT U NaHKPeaTuT, NopaXXeHne LieH-
TpanbHOW HEPBHOM CUCTEMBI.

MonuopraHHbie HapyLlieHNA

ONeKTPONUTHbIE HapyLLeHWs, Habnoaaemble NpY Pa3BUTAM CUHAPOMa Aermapartauuu,
COMPOBOXAATCA UBMEHEHNAMM CO CTOPOHBI CEPAEYHO-COCYANCTON CUCTEMbI B BUAE Ta-
XVIKapAuu 1 apTepranbHON rMNOTEH3MMW, NPUMNYLEHHOCTN cepAeYHbIX TOHOB U CHUXe-
HuA nepudepnyeckon nepdysum [17, 23].

Bo36ygutenb HOPOBMPYCHOWM UHPEKUUN TakKe NMeeT TPOMHOCTb K HEPBHOWM CUCTe-
me. Hanbonee yacto 370 NpoABNAeTCA CyAOPOXKHbIM CMHAPOMOM, KOTOPbIV NPY HOPOBU-
pycHol uHdeKUnn BCTpeyaeTca valle, YeM Npy ApYrux BUPYCHbIX racTpoOsHTeponaTuaXx.
Mpamoe nnu onocpegoBaHHOe AENCTBME HOPOBUPYCA Ha LIEHTPaNbHYI0 HEPBHYIO CUCTe-
My TaKXe MOXeT NPUBOAMUTb K Pa3BUTNIO MEHUHITA, MeHUHrosHuedbanuTa. Kpome Toro,
Norovirus paccmaTpuBaloT Kak BO3MOXHbIV daKTop pa3BuTua cuHapoma Munnepa @uwe-
pa (Miller Fisher syndrome) — ogHot n3 popm cruHgpoma ineHa — bappe (Guillain - Barré
syndrome) [31-33]. HeBponorunyeckue ocnoXxHeHus, 3a UCKSTIOYEHNEM CYJOPOXKHOMO CUH-
OpoMa, pa3sumBatoTca obbluHO vepe3 10-14 gHel nocne Havana 3aboneBaHua Ha doHe
nonHoro 6narononyuus [32].

0Oco6eHHOCTM TeueHNA HOPOBUPYCHO NH(EKLNN Y HOBOPOXKAEHHbIX

Y HOBOPOXAEHHbIX MPY TUMNYHOM XOAie AaHHOW MHbeKL N HabnoJaeTca TeueHne ot
yMepeHHOro Ao Taxkenoro. Taxkenoe TedeHne B 90% cnyyaeB NPMBOAUT K Pa3BUTUIO KpU-
TUYECKON JerngpaTtauny B TeueHre HeCKONbKMX YacoB OT MaHudecTaLmmn 3abonesaHus,
BOAHO-3NEKTPONIMTHOMY ANCOanaHcy 1 MynbTUCUCTEMHBIM HapyLleHnAM [27].

Mpobnema OCNOKHEHHOrO TeYEHUs HOPOBUPYCHON UHGEKLUN Y HOBOPOXKAEHHbIX
ocTaeTcA ManousyyeHHon [29]. Y peteit HeoHaTanbHOro nepuopaa, 0CobeHHO y HeloHO-
LUEHHBIX, MOXeT HabnoaaTbCA KapTHa HEKPOTU3UPYIOLLEro SHTEPOKONTa Ha GoHe Ho-
posupycHol nHdekunm [1, 2, 12]. Pelizzo G. et al. B 2013 r. npeactaBunu 3 cnyyas HeKpo-
TU3MPYIOLLEro SHTEPOKONNTa Y HeOHOLWEeHHbIX geTen [23]. Cnyyain HeKpoTU3MpyloLwero
SHTEPOKONUTa Yy AOHOLIEHHOrO e HOBOPOXKAEHHOro, accoummpoBaHHoro ¢ Norovirus,
6b1n1 NpefcTaBneH Hae In Park, Hye Sun Yoon [20]. OnvcaHHble KNMHUYecKne cnyyvau noa-
TBEPXKAT UHMLMALMI0O HOPOBUPYCHON MHbEKLMEN Kackafa NaTonornyeckmx npouec-
COB, MPUBOAALLMX K TAKENIOMY NOPaKeHWI0 K1leyHoro 6apbepa 1 peanu3auumn HeKpoTu-
3upytoLero sHTepokonuTa. O6LMMN NaToreHeTUYEeCKNMU 3BEHbAMM BbICTYNAIOT TAXKENas
JervapaTauma C nocnegyowen niemMmmen KUWEYHON CTEHKN U ee HeKpo3oMm. MNpuseaer-
Hble KNMHMYecKne HabnioaeHnA NoguepKUBaoT HeobXoANMOCTb BKITOUEHMA HOPOBMpPYCa
B Kpyr anddepeHunanbHON ANarHOCTUKN NPY Pa3BUTUN Y HOBOPOXAEHHOMO CMMNTOMOB
«OCTPOro XM1BOTa» N 06A3aTeNIbHOro NPOBeEHNA STUONOrMYecKkon Bepudukalmum sosoy-
anTtens nHdekuMoHHoro npouecca [1, 12, 29].

Mpn atMnuMyHOM TeueHWW C pPasBUTVEM HEKPOTU3MPYIOLWErO SHTEPOKOWTa
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naTosiormyeckasa CMMNToOMaThKa MOXKeT HapacTaTb CO CTOPOHbI APYrIX OPraHOB U CUCTEM:
Ha $pOHe napesa KuleyHrKa uiy nepdopaum CTEHKM KALWKN MOXET pa3BUTbCA OCTpas
OblxaTenbHaa HefoCTaTOYHOCTb, CUHAPOM ANCCEMUHUPOBAHHOIO BHYTPWUCOCYAMCTOrO
CBepTbIBaHNA BCIEACTBME CUCTEMHOW BOCNANMTENbHOW peakumn 1 SHAOTOKCEMUI, NPO-
ABNAOLMINCA KeNYAOYHO-KMLIEYHbIM KpoBOTeueHveMm [21, 23].

B JMATHOCTUNKA

B gmnarHocTrke HOpoBMpPYCHOW NMHbEKUMM peLlatoLlee 3HauYeHe MMeeT MOJIeKynap-
Ho-6ronornyeckoe obcnefoBaHve. [inarHo3 noatsepxgaetca npu obHapy»keHun B de-
Kanumax, pBOTHbIX Maccax 1 Apyrux bronornyeckmx matepuanax puboHyKnenHoBom Knc-
NOTbl HOPOBMPYCa METOAOM MONIMMEPA3HON LienHow peakuun. bonblioe 3HaueHne umeet
naeHTUdrKaLmna aHTUreHoB BMpYyca Npu NpoBeeHN UMMYHObEPMEHTHOIO aHanv3a unu
nMmMmyHoxpomatorpaduu [1, 2].

Ona cutyauun, Tpebyowmnx ObICTPOro NoslydeHUs pesynbraTta, NepcrnekTUBHbIM WH-
cTpymeHTOM BbicTynaeT LAMP-meTop (loop-mediated isothermal amplification - netnesas
n3oTepmuyeckasn amnandurkauma). B ero ocHoBe nexunT nsotepmmyeckas amnandmkauma
HYKJIEMHOBBIX KUCIIOT, He TpebyloLlasa JopOorocToALero TepMoLrKiepa, YTo B coYeTaHmm
C BbICOKOW YyBCTBUTENbHOCTbIO iIeNaeT ero ngeanbHbiM ANA SKCnpecc-auarHocTukm [34].
Ewe ogHMM LWIArom B CTOPOHY aBTOMaTM3aLmUm 1 YNPOLLEHUA MONEKYIAPHON AMarHOCTUKM
asnaetca metog POCKIT-Central — Habop ana guarHoctukm «y noctenn 60nbHOro». 1ot
MONMHOCTbIO aBTOMATU3UPOBAHHBIN MOPTATMBHLIA MPUOOP MNPOBOAUT MOAUMEpPasHYIo
LienHyto peaKkLmio ¢ 06paTHON TpaHCKpUNLUMeln B peasibHOM BPEMEHU U CAMOCTOATENbHO
aHanu3mpyeT faHHble, BblAaBas pe3ynbtat 06 o6HapyxeHun PHK HopoBupyca, ¢ gudde-
peHuunaumnen snuaemMmnonornyeckin 3HauMmbIx reHoTmnos [35].

B JNOOEPEHUMNANBHO-ANATHOCTUYECKNE OCOBEHHOCTU

TeueHune HopoBuMpycHOW UHbeKUNK TpebyeT NpoBeaeHusa gudbdepeHLmanbHoOW ana-
FHOCTUKU CO CXOXMMM MO CMMMTOMATUKE COCTOAHUAMMN Ha OCHOBE HaNMuuA UK OTCYT-
CTBUA KNIOUYEBbIX ANArHOCTUYECKMX MapKepoB. Ocoboro BHMMaHUA 3acnyuBaeT guo-
depeHUManbHasa AnarHOCTMKa HOPOBUPYCHON MHBEKLMN CO CXOAHBIMU COCTOAHUAMMU Y
[eTel paHHero Bo3pacTta. B Tabnuue npepctasneHa guddepeHumanbHas AMarHoCTnKa
HOPOBUPYCHON NHOEKLMMN, OCNOKHEHHOW HEKPOTU3NPYIOLUM SHTEPOKONNTOM, CO 3Ha-
UYMMOW NaTONOrEN JeTeln NepBbiX MecALEeB XU3HW [24, 25, 28, 36, 37].

W BYYLIEE CNELMOUYECKOW NMPODUTAKTUKIA HOPOBUPYCHOW
NHOEKLINN

B HacToAUlee BpemAa BeAeTCA akTUBHaA pa3paboTka NPOTYUBOHOPOBUPYCHbBIX BaKLMH.
Mo»Ho BblAeNnnTb 3 HanpaBneHnA pa3pabaTtbiBaeMblX BaKUMHANbHbIX NpenapaToB Npo-
1B Norovirus: Ha ocHoBe VLP (virus-like particles — Bupyconono6Hble yacTuupl), Ha OCHO-
Be P-uactuu n peKoMObUHaHTHble aleHOBMPYCHble BakUMHbl. KomnoHeHTbl VP1 VLP moryT
BbI3blBaTb cneunduyeckuin oTBeT aHTUTEN 6e3 Kakoro-nnbo pucka MHGMUMpoBaHMA 3a
cyet otcyTcTBUA PHK B cBoem cocTaBe. VLP BBOAUTCA Yepe3 HOC. Ha faHHbI MOMEHT 3TN
BaKLWHbI HaxopATca Bo Il pase nccnegosaHuii [37-401.

P-uacTnubl npegcTaBnaioT cobor JomMeHbl Kancuaa HopoBupyca. [laHHble HaHoYacTu-
Libl CMOCOOHbI CBA3bIBATLCA C KNIETKaMM X03AMHa TaK Xe, KaK M MHTaKTHbI Bupyc. Obnagan

294 "Pediatrics Eastern Europe', 2026, Volume 14, Number 2

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPXAHUIO




0630pbl 1 NeKkymmn
Reviews and Lectures

AuddepeHumanbHas AMarHocTKa HOPOBUPYCHOI MHGEKLMN, OCI0XKHEHHOI HEKPOTU3NPYIOLM
SHTEPOKOJIMTOM, 1 CXOAHbIX COCTOAHMNI Y AieTell NepBbIX MecALeB XKUsHu [24, 25, 28, 36, 37]
Differential diagnosis of norovirus infection complicated by necrotizing enterocolitis and similar
conditions in infants [24, 25, 28, 36, 37]
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BbICOKO MMMYHOFeHHOCTbBIO U CTabUbHOCTbIO, P-0OMEH ABNAETCA NepcnekTUBHbIM Cy6-
CTpaTOM AJIA Co3AaHMA BaKUUHbI. [penapaTbl Ha ocHoBe P-uacTuy HaxopaTca B | dpase pas-
paboTok [38, 39].

JbdeKTMBHOCTL  PEKOMOWHAHTHBIX  afIEHOBMPYCHbIX  BaKUWMH  onpefgensercs
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CNOCO6HOCTbIO MOJTYYEHHOrO FeHHO-UHXKEHePHbIM CNocoboM afeHOBMpYCa 3KCNpeccu-
posatb GI1 nnun GIl4VP1 Hoposupycos. [laHHaA rpynna npenapaTtos HaXoAUTCA Ha CTagnn
3aBepLUEHNA JOKNNHMYECKNX nccnegoBaHun [39-41].

B 3AK/TKOYEHNE

HopoBupycHas nHbeKuna npeactaBnser coboil CepbesHylo MeauKo-CoLUanbHYyo
npo6emy, 4To 06YCNIOBIEHO €€ WNPOKUM PacipOCTPaHEHEM U 3HAUUMOW Harpy3Kom
Ha cucTemy 3apaBooxpaHeHus. Ocobylo OnacHOCTb UHPEKLMA NPeACTaBaseT Ana geTen
paHHero Bo3pacTa, ¥ B 0COGEHHOCTU AJ11 HOBOPOXAEHHDIX, Y KOTOPbIX KacKag, TAXKesblX
CUCTEMHBIX HapyWeHUi Ha GoHe MHBA3WUK BO3BYAMTENA MOXET MPUBECTU K Pa3BUTMIO
HEKPOTU3UPYIOLLETO SHTEPOKONMTA. BEPOATHOCTD peannsauuy HEKPOTU3UPYIOLLEro SH-
TepoKonuTa TpebyeT NPOoBefeHNsA WNPOKOro AMArHOCTUUYECKOrO MOUCKA NPW KapTuHe
«OCTPOro )mBoTa». CornacHo COBpeMeHHbIM MpPeACcTaBeHUAM, HOPOBUPYCHAA MHbeKUMA
ABNAETCA OAHON M3 BefyluX B CTPYKTYPE BUPYCHbIX FAaCTPOSHTEPUTOB. DTO NOAUEPKN-
BaeT aKTya/lbHOCTb COBEPLIEHCTBOBAHMWS MPOTOKONOB AUArHOCTUKM U IeYEHUA JaHHO-
ro 3a6oneBaHNA, a TakKe BaXKHOCTb Pa3paboTKM NPOGUNAKTUYECKUX MEPOMPUATUI C
OKOHYaHVeM MCCefoBaHNii NMPOTUBOHOPOBUPYCHBIX BAaKLUUH U BKIOYEHVeM 1x B Haum-
OHasbHbIN KaneHaapb NPUBMBOK. Pa3paboTka cneyndurueckon MMMYHOMPOGUNAKTUKN
HOPOBUPYCHOW MHEKLUM CTaHET MEPCMEKTVBON, NPeAoTBPaLLaloLLel TsKesloe TedeHne
racTpo3HTEPUTa B rpynre feTell paHHEero Bo3pacTa.
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Pesiome

B cTaTbe oTpaxeHbl pe3ynbTaTbhl aHaNN3a COBPEMEHHbIX TMTEPATYPHbBIX UCTOYHUKOB U HO-
BEWLLMX HaY4HbIX NyOAMKaLuii, NOCBSALLEHHbIX BOPOHKOO6Ppa3HoM aedopmauum rpyaHom
knetku (BArK) y neteir. O606L1eHbI 1 CMCTEMATU3MPOBAHbI OCOOEHHOCTM STMOMNATOreHesa,
KNUHWKK, KOMNIeKCHOro o6cnefoBaHuUs 1 NoKasaHuii K XUpypruyeckomy nedyeHmto nauu-
€HTOB C BOPOHKOOb6Pa3HOWM rpyHON KneTkol. [laHHasA naTtosnorua asnseTca npobnemor
He TOJIbKO Bpaueli-opTonefoBs, HO 1 Bpayeli-nenaTpoB., Ny1bMOHONOMOB, KapAnonoros,
MCKXONIOroB, PeabunmMToNoroB 1 reHeTUKoB. MprMHMMas BO BHUMaHMe 3CTETUYECKUN fe-
beKkT 1 dyHKUMOHaNbHble HApPYLLIEHWA CO CTOPOHbI OPraHOB FPYAHON KNeTku, ycyrybns-
loLimeca ¢ yBenmyeHvem cteneHm gedbopmauum, HEO6Xo0ANMMO NPOBOAUTL MaKCUMabHOe
KoMMieKCHoe obcnefoBaHune nauneHToB ¢ BAMK ans onpepeneHns nokasaHuin u Cpokos
NpoBeAEHUA PEKOHCTPYKTUBHOM TOPAKOMIACTMKM C yYETOM COXPAaHHOCTU KOMIEeHCaTop-
HbIX BO3MOXHOCTEl OpraHun3ma.

KnioueBble cnoBa: BOpoHKkoobOpa3Hasa fedopMaLms rpyaHol KNeTky, Aetu, Knaccudurka-
UMA, KNMHUKa, LMAarHOCTMKa
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Abstract

The article presents the results of a review of current literature and the latest scientific
publications on pectus excavatum (PE) in children. It summarizes and systematizes
etiopathogenetic, clinical, comprehensive examination features, as well as indications for
surgical treatment of patients with PE. This condition is a concern not only for orthopedists
but also for pulmonologists, cardiologists, psychologists, rehabilitation specialists, and
geneticists. Given the aesthetic defect and functional impairments of the chest organs,
worsening by the degree of deformity, itis mandatory to conduct thorough comprehensive
examinations of patients with PE to determine indications and timing for reconstructive
thoracoplasty, taking into account the preservation of the body’s compensatory abilities.
Keywords: pectus excavatum, children, classification, clinical features, diagnostics

B BBEJAEHWE

BopoHkoobpaszHasa gedpopmaums rpyaHoit knetku (BAIK) agnsaetca Hanbonee pacnpo-
CTpaHeHHoI gedopmaLiren nepegHen rpyaHON CTeHKU 1 cocTaBnaeT 90% Bcex BPOXKAEH-
HbIX aHOMasMI Pa3BUTUA rPYANHO-pebepHOro KOMMIeKca.

BAIK npeactaBnseT cobon pasnmnyHoe no raybuHe n dopme NCKpUBREHWE FPYAUHBI U
nepegHUX oTaenoB pebep, NpuBoaALlee K yMeHbLUEHWIO 06bemMa rpyLHON KNeTKu, ciaB-
NEHMIO 1 CMELLEHNI0 OPraHOB CPEfOCTEHMS, Bbi3biBatoLlee QYHKLMOHANbHbIE HAPYLLIEHNA
CO CTOPOHbI CEPAEYHO-COCYAUCTON 1 ibIXaTeNbHON CUCTEM, NPOABASAIOLLEeCA KoCcMeTrYe-
cKumn fedeKkTamm pasnnyHo BbipaKeHHOCTU. PacnpocTpaHeHHOCTb 3Tol gedopmaum
BblLLIE Y MaJIbYMKOB, YEM Y IEBOYEK, C COOTHOLLEHMEM MPUMEPHO NATb K ogHoMy [1, 2].

B nutepatype dukcupytotca nokasatenu 3abonesaemoctu o 8 Ha 1000 HOBOPOX-
OeHHbIX [3, 4]. OgHako MCTUHHaA pacnpocTpaHeHHocTb BAINK noka He yctaHoBneHa u
MOET 3HaunTeNbHO MPEeBbIWATL OMNMCAHHbIE B HAcTosLLee BpeMsa MoKasaTtenu (oo 5%
Mo PEeHTreHONOrMYeCcKM AaHHbIM), MOCKOJbKY KPYMHOMACLITAOHbIX MOMYAALMOHHbBIX
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nccnepoBaHuin He npoBoaunoch [5]. AuHamuueckuin xapaktep gedopmMaumn, KOTopbIi
y 60nblUNHCTBA NaLMEHTOB CTaHOBMTCA Gosee 3aMeTHbIM B MOAPOCTKOBOM BO3pacTe, 0-
NONHUTENIbHO YC/IOXKHAET ANarHOCTUKY uncna ciydaes [6]. Kpome Toro, ocBeJoMneHHOCTb
o fgedpopmaLmu cpeay LWNPOKOW NONYAALUN 1 MEAULIMHCKMX PaOOTHMKOB NO-NpexXHemy
HeBesMKa, YTO MOXeT CNoCO6CTBOBaTb HEJOOLIEHKE U HEMPaBUTbHOWM ANAarHOCTHKe fae-
dopmaumn.

Llenb gaHHoro o63opa — aHanu3 1 cucTemaTusauma AaHHbIX OTeUYeCTBEHHON U 3apy-
6eXXxHOM NruTepaTypbl Mo Npobneme BOpoOHKOOOpa3HoW AedpopmaLim rpyaHON KNeTku y
neten.

B >TNOJIOrnA

WcTopnueckne npepctasneHma o BANK yxopAat KopHAMY B ApeBHME BpeMeHa, Y4To nod-
TBEPXKIAeTCA NX n3obpakeHneM B MEAULMHCKMX TEKCTax 1 NPOou3BeeHNAX UCKYCCTBa.
MepBoe cuctematmyeckoe msyuveHme BATK npegnpuHan Bpau LWeHk doH MpadeHbepr B
Hayane XVI Beka, a cam TepMuH 6bin BBefeH B XIX ctonetnn. TexHONOrMYeCKNin Nporpecc
B Pagnonornyi u TopakaibHON XUPYPrv NO3BOAWA YAYYLLUTb ANArHOCTUKY U nedyeHne
BAIK, cmectus doKyc nccnefoBaHnii Ha ee 3TUOJIOTUIO, BKIOYaA reHeTnyeckue, buome-
XaHWYecKme 1 NCMxocoLmanbHble acneKTbl, a TakxKe HOBble AOCTUMKEHUA B XMPYPTrMyecKnx
meTogax [7].

3a 371 rogbl 66110 BbIABUHYTO HECKONBbKO rMNOTe3, CBA3aHHbIX C Pa3BUTUEM BOPOHKO-
obpazHon gedopmauuun. MepsBoe NcbMeHHOE onrcaHne gedpopmaumm gatnpyertca 1596
rogom, korga bayxuHyc paspabotan Teoputo peTpakuum (Tara B opcanbHOM Hanpasie-
HUWM gradparmbl Bbi3biBaeT pa3BUTUE JaHHOW aHOManuu), a B 1609 rogy 3afoKyMeHTU-
poBan cBon HabntoaeHnA. OgHUM 13 AOKa3aTeNnbCTB AaHHOW TEOPUN ABASAETCA pPa3BUTUE
BAMKy petel, onepupoBaHHbIX Mo nosogy aAvadparmanbHbix rpbix [8]. C Tex nop 66110 Bbl-
[OBUHYTO MHOXECTBO rMMnoTe3, KOTOPble MOXHO Pa3fennTb Mo BAUAHUIO BHYTPEHHUX NN
BHELUHWNX NaToreHHbIx pakTopos. B XIX Beke Ynnbamc (1872) n JlaHrep (1880) cBAsbiBanu
Hauyano gedopmauny C BHyTPUYyTPOOHbIM AaBieHNeM Ha FpyauHY, BbI3BaHHbIM aHOMasb-
HbIM NOJIOXKeHMeM 3MB6pUOHa (Hanpumep, JaBfieHEeM Ha FPYAHY0 KneTky nogbopopka
unu Konewa) [9]. B ToT nepuog BbIABUIaNNCh U Apyre rmnoTesbl, B KOTOPbIX OCHOBHbIMU
npuynHamm 6binKn Takne 3aboneaHmnA, Kak cudunuc, (betanbHbIn) PaxmT, NONOMUENNT,
MEeANACTMHUT 1 O6CTPYKLMM BEPXHUX AbixaTenbHbIx nyTen [10]. HekoTopble yTBepxaany,
uTto fledopMaLnA ABNAETCA Pe3ynbTaTOM ANUTENbHbIX MEXaHUYECKNX Harpy30K Ha rpyau-
HY, HaNPUMep, y CanoXXHUKOB, UCMOJb3YIOLWNX NEePeSHIO YacTb rpyan Kak pabouyio no-
BepxHOCTb [11, 12]. OHn paxe cuntanu 31y fedopmauuio npodeccmoHanbHonm 6onesHbo
(To ecTb rpygHOM KNeTKol canoXxHuka). OgHaKo 3TK rnnoTesbl He 6bIIM WKPOKO noaaep-
»aHbl 11 ONPOBEPrHYTbI NO3AHMMU nccnegoBaHnamn. Curschmann (1936) nepBbiM c006-
wun o ceasu mexay BAIK n 3abonesaHuamu coegnHuTensHom TkaHu [13]. B 1936 rogy oH
onucan cnyyvan BAIK B couetaHnn ¢ apaxHogakTUANEN N SKTOMMEN.

B HacToAWee BpemA Beayllaa ponb B dopmmpoBaHmm BATK npuHagnexuT gucnna-
CcTryecKomy npoueccy, 06 3ToM cBUAETeNbCTBYET NOBbILLEHHAA SKCKPELUA OKCUMNPOu-
Ha — npoAayKTa pacnaga konnareHa. CornacCHO MHOroYMCNeHHbIM nccnegosanmam, BANK
oTHOCMTCA K HegnddepeHUMPOBaHHbIM NMOPOKAM Pa3BUTUA COEAMHUTENIbHOW TKaHU
MynbTUdaKTOPHOM NPUPOAbI C NPOrpeANeHTHbIM TeUeHEM, B OCHOBE KOTOPbIX NlexaT Ha-
pylweHusa CUHTe3a, pacnaga nnn mopdoreHesa KOMNOHEHTOB BHEKNETOYHOIO MaTpUKCa,
BO3HMKalOWKME NPU OnpefeNieHHON FreHeTUYeCcKoW NpenpacronoXXeHHOCTU B nepuoae
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paHHero ambpuroreHesa 1y NOCTHaTalbHOM Nepuoge nof Bo3feCcTBUeM Hebnaronpu-
ATHbIX GaKTOPOB BHELLIHEN cpeApbl. HenponopuroHanbHoe pa3pacTaHue pebepHbix Xps-
Len, rmcTonaTonornyeckne N3MeHeHUs coflepaHua KonnareHa B pebepHbIX xpALax u
aHoMasnbHoe 3afiHee NpuKpenneHne anadparmbl K rpyanHe ABAAIOTCA CNOCOOCTBYOLM-
M1 pakTopamn popmupoBaHua gepopmanmm [14].

KnioueBbiM 3BEHOM B MOHMMaHWX JaHHOWN Teopuun npoucxoxgeHna BAOIMK ctanu ru-
cTofniornyeckue n Guoxmmuyeckne nccnefoBaHma pebepHoro xpauwa. Mmcrtonornyeckme
nccnepoBaHuA pebepHOro xpsLla BbIABUAN aHOManunn B CTPYKType, yHKUun 1 pusmye-
CKNX 0COBEHHOCTSAX, HO C BbICOKOW BaprabenbHOCTbIO B pe3ynbTaTtax B 3aBUCMMOCTU OT
aHanM3Mpyemoro KOMNoHeHTa 1 ucnosb3yembix MetofoB. Geisbe n gp. (1967) nepBbiMu
onybnukoBanu pesynbTaTbl MMCTONOMMYECKOro aHanu3a obpasuoB pebepHoro xpaua y
naLneHTOB, MPOXOAUBLLMX leveHne no metoanke Pasnya [15]. Vix pesynbtaTbl yKasbiBanu
Ha NpeKaeBpeMeHHOe CTapeHe C BO3PacT3aBrCMMON iereHepaLmen, NpogeuratoLenca
Ha 10-12 neT, UTO CUNbHO KoppenupyeT ¢ TaxKecTbio aedopmauun. OgHako pasnuuvsa B
CTPYKTYype XOHAPOLIMTOB HE MCKIIIYAIOT YHacTNA KNeTOYHOro KOMMNOHEHTa B 3TUONOMN
nedopmMaLmin rpyaHOM KNeTKK, NOCKONbKY XOHAPOLUUTbI PerynnpyoT cuHTe3 n MeTabo-
NM3M BHEKNIETOYHOrO MaTPUKCa, B KOTOPbI OHU BCTPOeHbl. BO3HMKHOBEHMeE ancnnactu-
YeCKNX U3MeHeHNI XpALla CBA3aHO C natonorven pepmeHToB, obecneumBaroLnx KaTa-
60113M rMMKO3aMUHOMMKaHOB OCHOBHOTO BELLIECTBA COEANHUTENTbHON TKaHW. BbiABneHo
BbIpaXKeHHOEe nepepacnpefeneHne Mexxay CoaepaHnemM rnmko3amnHOrIMKaHOB U Mu-
KONpOoTenaoB B CTOPOHY yBeNMYEHUA NOCNIeAHNX, M3MEHeHMe TNaka KosnareHa B Buae
noasnexua lll n IV ero Tunos, He BCTpeYaloLWMXCA B NOMHOLEHHOM XpAle. Vi3meHeHne
CTPOeHMA, TUNaxa KossareHa, NNOTHOCTU YNakoBKN M MX B3aMMOOTHOLUEHWNIA C KO-
3aMMHOTVKaHaMy 1 FIMKONpoTenaamy MoXeT ObiTb NpuunHon GopMUpoBaHUA HecTa-
O6UNbHbIX aHOMaJIbHbIX KONNareHoBbIX CTPYKTYP U MPUBOAUTD K CH/MEHUI0 BriomexaHnye-
CKOM NPOYHOCTUN pebepHOro XpsLLa, YTo U IEXNT B OCHOBe AepopmaLim.

BblfABNeHHble HapylleHNA COefVMHMTENIbHON TKaHW YKa3blBalOT Ha BEPOATHYIO reHe-
TUYeCKyIo NpefpacnonoxkeHHoCTb K BAIK, uto noaTBepxgaeTca ceMenHbIMI Ciyvasamu,
TaK Kak g0 54% nauveHTOB C AiaHHbIM 3aboneBaHVeM UMEIOT OTArOLLEHHbI CeMeNHbI
aHamHes [16, 17]. B 1820 rogy KoyncoH nepBbiM NPeAnonoKun posib reHeTuueckmx Gpak-
TopoB B pa3sutuu BAMK [18]. AHanm3 reHeanornyeckoro gpesa HaciegoBaHua agedopma-
LUK NoKa3blBaeT MHOXECTBO 3aKOHOMEPHOCTEN HacsiefoBaHNA B Pa3fINYHbIX CEMENHbIX
nccnepoBaHuax. AHomanmm 6binn obHapyKeHbl Ha XpoMocoMax 5, 15 1 17, a Takxe Ha
ONMHHOM nneye xpomocombl 18q [19, 20]. BoamoxHo, yuacTBytoT reHbl GAL3ST4, TINAG
n Gpr126/Adgrg6 [16-18]. feH GAL3ST4 wrpaeT ponb B cynbdaTtmpoBaHUN rIMKOMNPO-
TEUHOB, YTO BNMAET Ha MPOYHOCTb U CTabunbHoCTb xpAawa. Mytauun reHa TINAG 6binm
0b6HapyeHbl NyTeM CEKBEHNPOBaHMA LIeNoro 3k30Ma B CEMbe C HECKONbKMMU CIlyYasamMu
BOMK [21]. TeH TINAG cBsi3aH C pa3BUTMEM KNIETOK, aaresneinn 1 popmMupoBaHMeM BHEKIe-
TOYHOro matpukca. OgHako NPAMOro NyTn, MO KOTOPOMY 3TOT reH BefeT K Pa3BUTUIO BO-
POHKOOGpa3HoN FpyaHON KNeTKK, He Obino AoKasaHo.

[aHHaa natonoruna ABNAETCA NPOABIEHNEM BPOXAEHHbIX CUCTEMHbIX MPOLIECCOB, Tak
Kak vale Bcero BAIK nmeet mecTo y getein ¢ cuHgpomom MapdaHa, Helpodurbpomato-
30M, An3paduuecknm ctatycom. lebopmauma ceAsaHa c 6onee yem 27 reHeTMYECKNMU
3aboneBaHVAMY 1 elle 60bLINM KONNYECTBOM AedeKTOB.

Tak kak BAMK moxeT ABNATbCA YacCTblo reHeTMYeckoro 3abofieBaHWA, 3TO OKasbl-
BaeT BAMAHME Ha BeAeHMe MauueHTa, BKIoYasa OLeHKY CONyTCTBYHOLWEN naTonoruu,
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XUPYPruyecKkyto TakTUKY M Ba)KHOCTb FeHeTUYeCKOro KOHCYNnbTupoBaHUA. OgHako Ha-
npaBfieHNe TaknX NaLMEeHTOB Ha CNeLMann3npoBaHHOE reHeTuYeckoe obcnenoBaHme Ya-
CTO 3ana3fblBaeT, UTO NPUBOAUT K 3afeprKKe MOCTaHOBKM UK AaXke MNPOMyCKy AnarHo3a
OCHOBHOrO 3a60oneBaHusA. MNpuyMHa 3aKNOYaeTCA B TOM, UTO KftoueBble peHoTMNMYeCKme
NPU3HaKM CUHAPOMA MOTYT 6bITb CNaboBbIPaXXeHHbIMU N OCTaBaTbCA HEPACMO3HaHHbI-
MU (B OHOM 13 paboT reHeTnYecKne aHomanmm 6binu BoiABNeHbl B 28 (40%) 13 70 cnyyaes
C AMarHOCTUPOBaHHbIMY fedopMaLmaMM rpyaHON CTeHKN) [22, 23].

B [TATOTEHE3 BOPOHKOOBPA3HOW JEGOPMALIN TPYOHOW
KNETKWU

MaToreHes pyHKLMOHaNbHbIX HapyLweHui npu BAIK obycnosneH npexxae Bcero mexa-
HUYECKMM yMeHbLUeHnem obbema rpyaHol NOIOCTM U CMEeLLeHNEM OpraHoB. Y naumneHToB
¢ BAIK ymeHbLiaeTca pacctosiHMe OT rpyanHbl 4O NO3BOHOYHWKA, FPyAHasA KNeTKa ynio-
waeTcA, pebpa NPUHNMAIOT HAKNOHHOE NN KOCOE MOJIoXKEHNe, MEHAETCA PacrnonoXeHne
rpyZHbIX MbilL, U gnadparmbl. YMeHbLIeHNe obbeMa FpyAHON KNeTKM NPUBOAUT K runep-
TEH3MM B MaNioM Kpyre KpoBOOOpaLLeHUsA, XPOHNYECKOW MMNOKCUN, GYHKLMOHANbHbBIM
HapyLEeHUAM CO CTOPOHbI OPraHOB FPYAHOW NONOCTU. VI3MeHeHne Touek NpuKpeneHns
MBbILLL, YYaCTBYIOLWMX B aKTe AblXaHWUA, BbI3blBaeT CHUXKEHWE 3M1acTUYHOCTM, NOTEPIO WX
TOHYCa U flereHepaTMBHOE NepepoXaeHre, YTo B CBOIO oUepeab NPUBOAUT K CHUMKEHWIO
3M1aCTUYHOCTW TPYAHON KNETKW, YMEHbLUEHNIO ee SKCKypcuu. B pesynbrate HenonHoro
pacnpaBieHNA Nerknx yBennunBaeTCca «aHaTOMUYeckoe MepTBoe MPOCTPAHCTBO», CHU-
XaeTcsa anbBeonApHan BeHTUNAUMA. C Lienblo KOMNeHcaumm 3TUX HapyLIeHWi ycunmBaeT-
cA nepdy3us nerkumx, 4to BedeT K rmneptTpodun NpaBoro xenygouka ceppua [24].

N3meHeHne GopMbl FpyaHOM KNeTKM NPUBOANT K CMELLEHUIO 1 poTaLmmn cepaua, «ne-
pPeKpyTY» COCYANCTbIX CTBONOB. B pe3ynbTaTe NOBbILIEHWA BHYTPUIPYAHOro AaB/ieHNA Ha-
pyLlaeTca NPUTOK U OTTOK KPOBW, YTO CNMOCOOCTBYET BO3SHUKHOBEHWIO apuUTMUIA cepAaLa,
MOBbILLEHWNIO JaBfIEHNA B CUCTEME Masloro Kpyra KpoBoobpalleHus, NeroYHom rmnepTeH-
3un, AunaTtauum npasbix Kamep cepaua. HacocHasa dyHKUMA cepaLa CHUXKaeTCA, HeCMOoTpA
Ha yBenuueHve Maccbl MMOKapaa 1 KOMNEHCATOPHBbIN POCT aKTVUBHOMO HAMOJIHEHMUSA Xe-
NyAOUYKOB. YMeHbLIAeTCA yAapHbIA 1 MUHYTHbIM 06bem KpoBK. Y NaLMeHTOB 3TOW rpynmbl
4acTo BCTpeYvaloTCA Manble aHOMaNMmM pasBuTMA cepaua B BUAE Nponanca MUTPasbHOro
KnamnaHa, OTKpbITOro oBasfibHOro OKHa, AOMOJSIHUTENIbHbIX XOopA B Kamepax cepaua [25].
CreneHb gedopmaumy onpefenseT xapakrep 1 BbipaXKeHHOCTb M3MeHeHUn MopdOdyHK-
LMOHaNbHbIX NapaMeTpoB CcepALa 1 Nerkux.

WNHCTpymeHTanbHasa AMarHocTmka oTpaXkaeT OnucaHHble naToreHeTnyeckme nsMeHe-
HuA. CmelleHVe cepaua 06bEKTUBHO OLIeHMBaETCA MeToAamMu BU3yanu3auum (peHTreHo-
rpadus, komnbtloTepHaa Tomorpadus). Ha anekTpokapgmorpamme 4acTo permcTprpyoTca
npaBorpaMma u pasnuyHble cterneHn 6roKabl MPaBo HOXKKM Ny4Ka [ca, obycnosnex-
Hble cMelleHreM cepaua. Mpwu Taxenon gedopmauny BO3MOXKHa Taxmkapana. AycKysb-
TaTMBHO y 18% MauMeHTOB BbICNYLINBAOTCA GYHKLMOHANbHbIE CUCTONNYECKUE LIYMbI
(BCnepcTBME KOMNPECCUN BbIXOLHOTO TPaKTa IEBOrO XeJlyouKa), a Iposanc MUTpanbHo-
ro KnanaHa no AaHHbIM 3xoKapanorpadum sctpeyaetca y 7-20% naumeHTtos ¢ BATK [26].
CTeneHb 3TUX M3MEHEeHNI HaNPAMYIO KOPPEenupYeT C BblpaXXeHHOCTbio aedopmauni.

WNHCTpymeHTanbHasa AMarHocTmka oTpaXkaeT OnucaHHble naToreHeTnYeckme naMeHe-
HUA: CMeLLeHMe cepaLa co cBoero obblYHOro MecTa NPy JaHHOW NaTonornm N3mepaAT No
[JaHHbIM PEHTreHONIOrMYecKoro n/munu Tomorpaduyeckoro nccnegosaHui. MNpu taxenom
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BAOMK moxxet 6bITb TaxXnkKapanAa n3-3a CHUXKEHHOro yaapHoro obbema, B 3aBUCUMOCTH
OT UCKPMBNEHNA N CMeLleHNA cepaLla. (D)/HKLI,VIOHaﬂbeIe CcUcTonnyeckne Wwymbl BblCiy-
LLINBAOTCA NPUMEPHO Y 18% naumneHTOB, BEPOATHO, N3-3a KOMNPECCN BbIXOAHOIO TPaKTa
JIEBOTIO XeJlyao4dKa. 0o nponance MUTPanbHOrO KnarnaHa coo6u4anocn: Yy 7-20% naumeHTOB
c BArK [26].

B KJIMHNYECKAA KAPTUHA

Y 79% peten, ctpagatowmx BATK, nedopmauus onpenensetca Ha NepBOM rofy »KU3HW
N MOXKET NPOABMATLCA B BUAE NapafoKCanbHOro fbixaHusA, 00yC/IOBIEHHOIO Heopa3Bu-
TUEeM rPYAUHHON HOXKM Anadparmbl, C 3anageHuem rpyauHbl n pebep Ha sgoxe. QyHKLMO-
HaNbHble HapyLUeHNA Ha NEePBOM rogy »KU3HM 0ObIYHO He NPOABMAIOTCA, YTO CrNaXKMBaeT
KNMHMYECKYI0 KapTuHy 3aboneBaHua. B Bo3pacTte 4-6 neT purmaHocTb rpyanHo-pebep-
HOro Kommnekca ucyesaet, 1 gedpopmMauma NOCTENEHHO HaYMHAET NPOrpeccnpoBaTb, HO
OCHOBHbIM BO3pacToM Ana MaHudecTaumm BAINK y geten asnAetca nybepTaTHbIA Nnepuog,.

Takve pgetn nprnobpeTatoT AOBONIbHO TUMMYHBIA BUA: Y HAX acTEHUYECKan KOHCTUTY-
Lus, rofioBa U LWes BblaatoTcs Bnepep, cnabo pas3suTa MblleyHas cMcTema, bneaHble KOX-
Hble nokposbl. leTn ¢ BAIK oTcTatoT B Bece n prn3nMyeckoM pa3BuTUM, XKUBOT BbICTyMaeT
Brepeq, HabnoaaeTcs BTOPUYHBIA KOMMEHCATOPHbIM Kndo3 U CKonmos. BoiaBnaemblin
fedrumT mMaccol Tena, No-BMANMOMY, ABNAETCA KOMMEHCAaTOPHOW peakuuein opraHmsma.
B uensax cHMxeHUs o6Le NOTPEBHOCTY OpraH1U3Ma B KUCITOPOAE NPOUCXOAUT CHUXKEHNE
Maccbl Tefla 4O BEIMUYMHDI, MOCUABHONM A1 AAHHOTO COCTOAHUA KapAnopecnupaTopHom
CUCTEMBI.

Y naumerToB ¢ BAIK cTpagaet BeHTUNALNOHHO-pecnpaTopHasa GyHKLNA Nerkmx ns-3a
HapyLleHUa ApeHaka bpoHxmanbHoOro gepesa, HabnoaaoTcA YacTble 6POHXUTLI U MHEB-
MOHMK, HapacTaeT KocMeTnyeckaa aedopmMauma. 3HaumTeNbHble N3MEHEHUs Habnoaa-
I0TCA CO CTOPOHbI CEPAEUYHO-COCYANCTON CMCTEMbI. [TOMMMO CyObEKTUBHBIX CUMMNTOMOB,
BblpaXaloLMxca y aeTen B xanobax Ha ObICTPYO YTOMIAEMOCTb, OAbILWKY NpuK 6bICTPON
xopbbe n 6ere, kontowme 6onm B 0651aCTV CepALa, YYBCTBa «CAABMNEHUA» U «3aMUPAHUAY»
cepaua, yyalleHve cepauebueHnii, ronosHble 60nun, obLyto cnabocTb U HegoMoraHue, y
3HaUMTENbHOW YacTy NaLMeHTOB BO BCEX BO3PACTHbIX rpynnax HabniopaoTca GyHKUMO-
HaNbHble HapyLlleHuA: WyMbl B cepfLe, NpUriyleHne TOHOB, akLeHT BTOPOro TOHa Ha
NEroYHON apTEPUN, TaXUKAPANA, U3IMEHEHNE apTePUaNbHOro 1 BEHO3HOIO JaBfIeHUs, OT-
KNOHEHMA OT HOPMbI B 3fIeKTpoKapanorpamme [27].

B ctapgnn komneHcaumn BAINK npoasnaeTca TONbKO Kak KOCMeTUYeCKUin fledekT, oTcyT-
CTBYIOT HapyLLEHNA CO CTOPOHbI AbIXaTeslbHOW 1 cepaevyHO-COCyamncTon cuctem. B ctagun
CcybKOMMeHcaL MM NPOrpeccumpyioT BblipakeHHble GYHKLMOHabHble HapyLIeHNA opraHoB
rpyaHON KNeTKN (CHUXKaeTca nepeHoCMMoCTb GU3NYECKON Harpysku, NoasnaTca 6onu
B obnactu cepaua, cepauebreHmne, yyallaoTca pecnupaTopHble 3abonesaHus). B ctaguu
JekoMneHcauun GyHKLMOHaNbHble HapyLeHUA AblXaTeNbHOW U cepAeYHO-COCYAUCTON
CUCTEM 3HAUMTENbHO BbIpakeHbl. PebeHOK nnoxo nepeHocut dursnyeckme Harpysku,
CTpafaeT OT HapyLUeHWl cepeyHoro pntma, bonei B rpyaum, ronoBHbix 6onen, ronoso-
KPY>KEHWI, YacTblX pecnmnpaTopHbIX 3aboneBaHnii ¢ AnuTenbHbIM Kawwiem. C pocTom Je-
Tel 3TN NPoABNEHNA YCUNNBAKOTCA Y ANINTENIbHOCTb KOMMEHCATOPHOMO Neproaa HaxoamT-
CA B NPAMON B3aMMOCBA3M CO CTEMNEHbIO XPOHUYECKON FMMOKCUM, KOTOpasa NPUCYTCTBYeT
y Bcex nauueHToB [28]. [lomMrMO 3TOro, y MOAPOCTKOB MOABAAITCA MCUXOCOLMANbHble
CUMMTOMbI, BO3HMKalOLWMNE 13-3a HapyLleHUsA BOCMPUATAA CBOEro Tefla M CBA3aHHOW C
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3TVM HU3KOWM CamooLeHKI. B Lenom knuHnyeckas kaptuHa npv BAIK — ato npoussogHoe
Tpex KOMMOHEHTOB: 3CTETUYECKMNE acneKTbl, U3MeHeHre GYHKLMKN AbIXxaTeNlbHOW 1 Hapy-
weHua GYHKUUA cepaevyHO-COCYANCTON CUCTEM.

YunTblBas CMCTEMHOE HapyLleHne KONnareHoBbIX CTPYKTYp, Y nauneHTos ¢ BAMK Ha-
6niogaoTca pasnuuHble GopMbl HapyLIEeHUA OCaHKK, NMIIOCKOCTOMNMe, apaxHOAaKTUAUS,
rMnepmoOuIbHOCTb CYCTaBOB, MUOMMA, HapyLLleHUA NpuKyca. Hepegko umeetca conyT-
CTBYIOLAA CUHAPOMasbHaA NaTonorua, Hanpumep, CMHApPom dnepca — aHnoca, Mapoda-
Ha, Cnknepa, XKeHa [29]. B peHOTMNMYECKOW KapTUHe NaumneHToB ¢ BAIK npeobnagatot
KOCTHO-CyCTaBHble U3MeHeHWA, a TakKe NPU3HaKN ANCNNasnm cepeyHo-COCYANCTON Cu-
CTeMbl Ha $OHE MUHUMASIbHBIX M3MEHEHUIA CO CTOPOHbBI KOXN. MpocnexmnBaeTca npamas
3aBMCUMOCTb MeXJy CTeneHblo TaKeCT HeanddepeHUPOBaHHON ANCNNa3nn CoefnHU-
TenbHou TkaHu (HOCT) n cTteneHbio gepopmauv rpygHom KneTku: yem 6onblie GbeHoTu-
nUyeckux n mophosiormuecknx Npru3HaKkoB, onpeaenaowmnx cteneHb Taxectn HACT, Tem
Bbllle cTeneHb gedopmauny rpyaHoON KNeTku, YTo MoXKeT BbiTb MCMONIb30BaHO ANA paH-
Hell grnarHocTukm ctenexdn BANK v nnaHnpoBaHmA CBOEBPEMEHHOMO ONEPATUBHOTO Jleye-
HuA. OnpegeneHne GeHOTUNUYECKUX MPOABAEHWI AUCNIAa3UN COEANHNUTENbHOM TKaHW Y
nauneHToB ¢ BATK moxeT cnykmTb 0gHM 13 BO3MOXKHbIX KpUTepreB NporHO3npoBaHuA
CKOPOCTU NnporpeccnpoBaHna gepopmauunmn 1 UCnonb3oBaTbCca A Bblibopa onTMManb-
HbIX CPOKOB OMnepaTBHOro BMellaTenbcTea [29].

B KNTACCMOUMKALUMA BOIK
CywecTtByeT MHOXecTBO Knaccudumkaumin BAIK. Hanbonee aHaTommuyeckn emkaa u
nonHas knaccudukauma no Park, B Hell BbigenAwT cnegytowme rpynnbl nauueHTos [30]:
1) ccummeTpuyHon gedpopmaumeri:
B KjlaccMyeckuii Tun — Hambonee YacTo BCTpeyaLWwmiica Bu, Ha KOMMbIOTEPHON TO-
MOrpamme OTMeYaloT BOTHYTYto febopmaLunio rpyaHON KNeTKU No cpegHen NHMK
(IA);

" LINPOKWIA NAOCKUA TUM — BTAXKEHME OTINYaeTCA MeHbluel rnyouHon n 6onbLuei
nnowapbto (IB);

2) cacummeTpuyHon gedpopmaumeri:

B SKCLEHTPUYHBIN JIOKaNbHbIA TUM — CMeLleHre LeHTpa gedopmaumv BNpaBo unm
BNeBO, OAHOBPEMEHHO Habno[aloT HaKMIOH rpyAuHbI B CTOPOHY UCKPUBIEHUA
(A1);

®  aCMMETPUYHBIN WNPOKNI NIIOCKUI — OTIMYAETCA OT NepBOro BapraHTa MeHbLUew

rny6uHoi gedekra (I1A2);
B SKCLUEHTPUYHBIN AAnHHbIA rny6okuid Tvn, unm Grand Canyon — umeeT 60nblLuyto
NPOTAXXEHHOCTb BOPOHKM, MOXKET HaUMHATbCA OT IrPYANHO-KIIIUNYHOIO CoYneHe-
Hua (I1A3);

" HecbanaHCMPOBaHHbIA TUM — COYETaeT UCKPUBIIEHWE NepefHelt YacTu C acuMme-
TPUYHbBIM CTPOEHNEM NPaBOW 1 SIEBOW CTOPOHbI rpyaHon KneTku (lIB);

B KOMOUHMPOBaHHbIN TUM — COYeTaeTCA C KUneBnagHom depopmaLmeli pasHon cre-

neHN BblpaXeHHOCTN.

OpHuM M3 Hambonee M3BECTHbIX METOAOB OLIEHKM cTeneHn aedopmauun ABNAeTCA
npeanoXeHHbln B 1962 rofy MHAEKC [VIXKMLKON, KOTOPbIN PacCUMTHIBAIOT Kak OTHOLIEHNe
HauMeHbLLero nonepeyHoro pasmepa rpyaHom KneTkn K HanbonbLuemy. 3T pacCToAHNUA
n3MepAlTCcA No GOKOBbIM NPOEKLMAM PeHTreHorpamm rpygHoin knetku [31]. JaHHble
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Ta6nuua 1
Knaccndukauna gedopmanum rpyaHoin KneTku no nHaekcy Mmxkuukon
Table 1
Classification of chest deformity according to the Gizhytska index
CreneHb fle- | UHpekc y6uHa Bo- CmewieHne
. Pa6oTa BHyTpeHHUX OpraHoB
dopmauun TxuLKon POHKMN cepaua
MNepBas cTe- 07-09 [lo 2 caHTme- | He Habnioga- Kak npaBuno, NMONHOCTbIO KOMMEHCMPO-
neHb o TpoB erca BaHa, HapPYLUEHWI He BbiABNAETCA
B nabopaTopHbIX YCNOBMAX 1 NPW UCCTe-
OBaHMAX MOTYT BbIABNIATLCA OTAENbHble
Bropas cTe- 2-4 caHTMe- He 6onee 2-3 | ® Y A
0,5-0,7 cnaboBbIpaXkeHHble HapyLeHUA paboTbl
neHb Tpa CaHTMMeTPOB
cepaua 1 nerkux. Ho BoamoxHa Takxe 1
NnosiHasA KoMneHcauma nx pabotbl
MimetoTcs BbipaXkeHHbIe HapyLIeHUs
TpeTbs cTe- 0-05 Bonee 4 caHTn- | bonee 3 caHTu- | paboTbl cepaua, nerkux, Npobnembl
neHb ! METPOB METpOoB reMofvHaMW1KOW, CUMNTOMbI MOPaXkeHna
OpraHoB rpyaHON KNeTku

npencTaBneHbl B Tabn. 1.

B 1987 ropy Haller ona oueHkun ctenenmn Taxectn BANK npegnoxun mncnonb3oBaTb
KomnbloTepHo-Tomorpaduyecknin nHpekc (KT-uHaekc, mnn nHpgekc Xannepa). MiHpekc
Xannepa paccuMTbiBaeTcA MO aKCUaNbHbIM CKaHaM KOMMbIOTEPHOW TOMOrpammbl Ha
YPOBHE MaKCUManbHOro 3anafeHuns rpyanHbl U NpeactaBnset coboi yactHoe mexay (a)
nornepeyYyHbIM pasmepoMm rpyfAHON KNeTky (rOprM30oHTanbHOE PacCToAHME MeXKAY BHYTPEH-
Hel yacTblo pebep) u (b) NnepeagHe3agHUM pa3mepoM (paccTosiHME Mexay NepeaHeit no-
BEPXHOCTbIO MO3BOHOYHMKA U 3afiHel cTeHKon rpyauHbl) (IH = a / b). B Hopme nHaekc
Xannepa paBeH 2,5. MNpu nokaszaTensax 6onee 3,25 NokasaHo onepaTBHOE nevyeHue [31,
32]. B Tabn. 2 npepacTaBneHa knaccmoukauma cteneHn gepopmaumv BOPOHKOOOpasHoM
rPyAHON KNeTKM Ha OCHOBe UHeKca Xannepa.

B JUATHOCTWKA BOTK

TouHasa grarHoctuka BAIK TpebyeT KOMNNEKCHOTO NOAXOAQ, BKIIOUAIOLWEro CHavasa
KIMHUYECKUA OCMOTP, UHCTPYMEHTasIbHble 1 labopaTopHble MeTOAbl UCCIIeA0BaHUS.

Bpau-negmatp, ABNAACH NEPBbIM CMELVANIMCTOM, HabNMIOAOWNM PebeHKa, OCYLLeCT-
BISIET NEPBUYHYIO AVATHOCTVKY AepopmMaLi B XOfe MiaHOBbIX 0CMOTPoB. Heobxoanmo
He TONIbKO KOHCTaTMpOBaTb Hanuume aepopmauum rpyaHoON KNETKU, HO U OLIEHUTb ee Au-
HaMWKy, BbIIBUTb pPaHHME CYObEKTUBHbIE Xanobbl (ObICTPas YTOMIAEMOCTb, CHUXEHUE
TONEPaHTHOCTU K Harpyske, ofblllKa) U CBOEBPEMEHHO MHULMUPOBATb KOHCYNbTaLUIo

Ta6bnuua 2

CreneHn BOpOHKOOGpa3sHoll sedpopmaLyv rpyAHOI KNeTKM Ha OCHOBe uHAeKca Xannepa
Table 2

Degrees of pectus deformity based on the Haller index

CreneHb Nnpekc Xannepa (cm)
| 3,0-39

Il 4,0-4,9

1l 5,0-5,9

\% 26,0
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opTonefa-TpaBmaTtosora. PaHHee HanpaBneHve NO3BONAET NPOBECTM JleYeHMe B ONTU-
MasibHble AnA KoppeKumn CPoKn (Kak npasumnio, B Bo3pacte 12-16 nert), nbexatb npo-
rpeccupoBaHuA GYHKLMOHANbHbBIX HAaPYLUEHWI Y CBA3AHHbIX C HAMU MCUXONOMMYECKMX
npob6nem.

Ona yctaHoBneHusa guarHosa BIK pocTtaTtouHo BHelwHero ocmoTtpa. [edopmauus,
KaK NpaBuio, HaUMHAETCA OT MecTa COeJMHEHUA PYKOATKM C TeIOM FPYAUHbI C Hanbosb-
LIeN BblPaXKeHHOCTbIO Ha YPOBHE COeAUHEHNA C MeYeBMHbIM OTPOCTKOM 1 pacnpocTpa-
HaeTcAa Ha IlI-VIIl pebpa, Bkntouaa obe pebepHble ayru. LUnpuHa n rmybuHa BapbupyIoT.
Yacto pebepHble oyru pa3BepHyTbl U anuracTpanbHaa obnactb BbibyxaeT. [aumeHTbl C
BAIK MMeloT Bblpa)keHHYI0 aCTEHUYECKY KOHCTUTYLIMIO 3@ CYeT AUCNPONopLMU Macchl 1
pocTa, KNGOCKONNOTUYECKYIO YCTaHOBKY TyNnoBuLLa, 06LLyt0 rMnoToHuto mbiw. Mpu du-
31KanbHOM 06CeloBaHNY BbIABAATCA Pa3HOM CTENEHU BbIPaXKEHHOCTU NPU3HAKK ANC-
nnasum coevHUTENbHOWN TKaHW.

Haunbonee nonHbim, nHGopMaTUBHBIM MeToAOM 0OCNefoBaHNA ABAAETCA MyNbTUCNIN-
panbHasa KomnbloTepHaa Tomorpadusa ¢ 3D-peKoHCTpyKUmMen rpyaHON KneTku. [aHHbin
OMArHOCTMYECKNiA METOA aeT YeTKoe U ACHOe NpeacTaBneHne O NNOCKOCTY U3MEHEHUI
rpyaviHbl u pebep, o cTeneHu TaxecTy aedeKTa, no3sonaeT oueHUTb gedopmanuio pebep,
rpyaviHbI U XpALLEN, NoKa3blBaeT CTeMNeHb KOMMNPeCCcumn U CMeLLeHNA cepaua 1 Terknx, Ha-
Nnnyre aTeNeKTasoB 1 BMHTOOGpPa3Hyto aedopmaumio rpyamHbl, gaeT nHbopmauumio o Ha-
pyLWeHUN MHEBMATU3aLMM IEFTOYHOM NapeHxumbl. [Ina onpefeneHns cteneHn TaxecTu
nedopmMaLmm 1 MOKasaHUM K ornepaTUBHOMY JIeUEHMIO UCMONb3YIOT MHAEKC Xannepa. Oa-
HaKo Npu oLeHKe NoKa3saTenen nHaekca Xannepa He yunTbiBaeTcA CBA3b C Gr3nyecknmm
WM NCUXONOTMYECKMMU »Kanobamm nauueHTa 1 3aBUCMMOCTb OT GOPMbl FPYAHO KneT-
KW, YPOBHA NMO3BOHOYHMKA, Ha KOTOPOM OH M3MepAeTCA, a TakKe Bo3pacTta 1 nona [33].
Hu ofvH aHaTOMMYECKNIA MHAEKC HE MOXET BKJTIUaTb CyObeKTUBHbIE CUMATOMbI UK du-
31onornyeckme N3MeHeHus, BO3HMUKalLWe B pe3ynbraTe KOMNpPeCccun cepaua v nerkumx.
B HacTosALlee BpeMA cMNTOMaThKa NauUeHTOB 1 Hannune KapanonysibMOHaNbHOM KOM-
npeccuy B 60NbLINHCTBE CTPaH ABAAIOTCA BEAYLLMMU B peLeHrr BOMpOoca O NPOBEAEHN
XVPYpPruyeckoro BMeLlaTenbCcTBa BMECTO aHaTOMUYECKOro nHaekca [34].

C uenbio BbIABMEHNA TAXKECTU HapYLUEHWI ObIXaTeNIbHOM CUCTeMbl BCEM NauueHTam
¢ BOIK Heobxonmmo npoBefeHvie nccnenoBaHusa GyHKLMU BHeWHero abixaHua. Mccne-
noBaHve QYHKLUN BHELLHero fbixaHWA OLEHMBAETCA C MOMOLLbI0 Cnuporpadpuyeckoro
MeTOAa Ha KOMMbloTepHOM cnuporpade ¢ rpadurueckon dbukcaumnen n 3anncbio KpUBOM
«MOTOK — 06beM» NPK BbINOAHEHUN MaHeBPa GOPCUPOBAHHOIO BbIAOXa 1 peructpaumen
nokasarenein. OnpegenatTca cnegyowme dyHKLUMOHanbHble napameTpbl: XKEJ, % — xun3-
HeHHasa emkocTb nerkux, ®XEJ1, % — o6bem GopCcMpoOBaHHOW KU3HEHHOWN €MKOCTM ner-
kunx, O®B1, % - o6bem PpopcrpoBaHHOrO BbloXa 3a 1 cekyHay, nHgekc TuddHo, % — ot-
HoweHne obbema GopCcpPOBaHHOrO BbioXa 3a 1 CEKYHAY K XKU3HEHHOW eMKOCTU NIerkux,
BblpaXKeHHoe B MpoLeHTax. TakKe ANnA OLeHKN TONepaHTHOCTU K GU3NYECKON Harpyske
NPOBOAAT TeCT C PM3MUECKOI Harpy3Kow, Tak Kak BO Bpema Gpur3nyecKkor akTMBHOCTM yBe-
nuuyrBaeTca noTpebneHne KNCNopoga TKaHAMMK 1 KNeTKaMu, YTo NpuBoanT K bonee ak-
TUBHOW paboTe AbixaTeslbHON cucTembl. Y naumeHToB ¢ |-Il cteneHbto BAIK oTmevatotca
PeCcTPUKTUBHbIE HapyLleHNA GYHKLUMM BHeLWHero AbixaHus, a npu lll cteneHn gedopma-
Lun NPUCOeAUHAIOTCA HapyLleHNa 0OCTPYKTUBHOMO XapakTepa, UTo BEAIET K XPOHUYECKO-
MY FMNOKCUYECKOMY COCTOAHMIO TKaHen [35].

Bcnepctene cpasneHna Kamep ceppua y 70% naumeHtoB ¢ BAIK oTtmeuvatotca
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HapyLlleHUa B NpoBoAALLel cucteme cepaua, MeTabonnyeckne M3MeHeHNa B MUOKapae,
runeptpodus Kamep cepgua, NO3TOMY BCEM IeTAM NPOBOAUTCA dneKTpoKapanorpadusa B
12 cTaHpapTHbIX oTBeaeHuAX [35].

[na BbIABNEHWA HapylleHUI pUTMa cepaua, B TOM uncsie u 6eccMMNTOMHbIX, NoKa-
3bIBaOLMNX CYTOUHble KonlebaHnA cepaeyHol AeATeNbHOCTY, MPOBOANTCA XONTEPOBCKOE
MOHUTOPUpPOBaHMeE. Kpome 3TOro, XoNTepPOBCKOE MOHUTOPUPOBaHME NO3BOJIAET OLLEHUTb
paboTy cepala He TONbKO B NMOKOE, HO 1 Npu GU3NYECKON Harpyske, B HOUHOE Bpems,
3aduKcMpoBaThb NpexofsALlmMe HapyLeHUa puTMa U NPOBOAUMOCTU, OTCIEANTb peakLuio
cepaua Ha pasnuyHble BUAbI NOBCEAHEBHON AeATENbHOCTM pebeHKa, BAUAHWE 3MOLMO-
HanbHOW NNn Gr3myeckol Harpy3Kkm Ha paboTy cepieYHO-COCYAUCTON CUCTEMBI.

dxoKapauorpadua no ctaHgapTHOW MeToanke B B- 1 M-pexnmax n gonneporpadus
MarmcTpanbHbIX COCYA0B MPOBOAUTCA ANA BbIABMEHUA TAXECTN KapAnanbHON Aenpeccum,
N3y4YeHUA CTPOEHUA KNlanaHHOWM CUCTeMbI, COCTOAHMWA CepAEeYHON MbiLLLbl, TPaBOro U fe-
BOTO eNly4oYKOB, BbIABIIEHNA Masbix aHOManun cepgua. Y naumeHTos ¢ BAIK npeobna-
[aloT Masible aHOManmm pasBuUTKA ceppua (nponanc mutpanbHoro KnanaHa | n Il ctenexn ¢
peryprutauuen KpoBu B MONoOCTb Npefcepauna 1 6e3 peryprutaunm, oTKpbiToe oBanbHoe
OKHO, AOMONHUTENIbHbIE XOPbl B NOIOCTY Xenygoukos) [35].

OeTtn c BAIK oTHOCATCA K rpynne BbICOKOrO prcka no passutuio gedpuumra Butamu-
Ha D, CHUKEHWIO KOCTHOW MAOTHOCTY Y BO3HMKHOBEHMIO BTOPUYHOIO ocTeonopo3sa. CKpu-
HUHF 1 KoppeKuma feduumTa ButammHa D y petelr ¢ BopoHkoobpasHoi aedopmanmen
CNOCO6CTBYIOT CHVMEHWNIO PYCKOB MOC/IeoNnepaLMoOHHbIX OCIIOXHEHWIA, peunanBoB je-
dopmaumy, ynyuluaioT penapaTuBHble BO3MOXHOCTY COeVHUTENBHON TKaHW U, ciefo-
BaTeSIbHO, YCKOPAIOT NPOLeCC paHO3aXKUBMeHNA 1 peabunuTaumm nocie onepaumoHHbIX
BMeLLATENbCTB.

Ha ocHoBaHMM pe3ynbTaToB UHCTPYMEHTasIbHbIX 1 TabopaTOPHbIX METOL0B UCCNeao-
BaHMA, NPV HAIMYMN BTOPUYHBIX U3MEHEHUI CO CTOPOHbI CEPAEYHO-COCYANCTON U NIeroy-
HOW CMCTEM NaLNeHTbl KOHCYNBTUPYIOTCA MYSIbMOHONOMOM, KapAMOJIOroM ANA KOppeKLmu
BbIAIBNIEHHbIX HAPYLUEHWNI 1 onpefeneHns TakTUKN XUPYPrimyeckoro fieyeHrns COBMeCTHO
c opToneaom. Kpome 3Toro, Ba’kHa poJsib reHeTuKa Ana Bepudpukaumm pasfimyHbiX reHeTu-
YyeCcKnX CMHAPOMOB.

OpHUM 13 BaXHbIX acneKkToB obcnefoBaHuA y nauveHToB ¢ BAMK asnaetca ncmxo-
Nnornyeckoe KOHCY/NbTUPOBaHMe, Tak Kak 60MbLWIMHCTBO feTel ¢ aedopmaumen rpygHom
KNeTKM UCMbITbIBAIOT My60KMe KOMMNEKCbl OT KOCMeTUYeckoro gedekTa, 3acTeHYNBOCTb
N OTUYX[EHHOCTb B OTHOLLIEHMAX CO CBEPCTHMKaMW, anaTuio N HeyBepeHHOCTb B cebe, uto
He NO3BONAET VM BECTM MOJIHOLEHHYIO COLNANIbHYIO XKNU3Hb.

B [NTOKA3AHUA K ONEPATUBHOMY JIEMEHUIO

HecmoTpsa Ha To, uTO Xupypruyeckoe neyenme BANK HacunTbiBaeT HECKONbKO aeca-
TUNETUI, O CUX NOP HET eANHOTO MHEHUA O CPOKaX XMPYPruyecKom NnacTuKu rpygHom
KNEeTKN 1 NoKasaHuAX K Hell. B cTpaHax, rae KocmeTnyecknin gedekT ABMAETCA NoKasa-
HMEeM K XUpypruyeckomy BMmeLLaTenbCcTBy (Takmx kak CLUA), HeT HeobxoAMMOCTU N3yyYaTb
¢dumsmnonornueckne nocneactena BANK, n Hao6opoT, Tam, rge KOCMeTUYECKNA fedeKT He
ABNAETCA MOKa3aHWEM K XMpYypruyeckoMy BMmellaTesnbCcTBy (Hanpumep, B Bennkobputa-
HWW), 3TO NPUBOAUT K OrpaHMYeHNIo AOCTYMNa K XUPYPrnyeckomy neyeHunio naLmeHToB ¢
BArK [36].

B HacToAwee Bpema B Pecnybnuke benapycb MCNONb3yOT KNMHUYECKWIA NPOTOKON
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MuHucTepcTBa 3apaBooxpaHeHunsa Pecnybnukn benapycb «[JuarHoctuka v neyeHue na-
LMeHTOB (AeTcKoe HaceneHme) C opToneao-TPaBMaToNOrMYeCcKom NaTosnornen B ctalumo-
HapHbIX YCNOBUAX» (YyTBEPXAEHHbIN NOCTaHOBNeHeM MUHNCTEPCTBa 34paBOOXPaHeHA
Pecny6nukn benapycb oT 25.06.2024 N2 109), B KOTOPOM MeANLMHCKAMYK MOKa3aHNAMU
K XMpyprunyeckomy BmeLlaTenbCcTBy npu neveHuu BANK y getein ABNAOTCA BblpaXKeHHbIN
KocMmeTuyecknii gedeKkT 1 BTopryHoe HapyLleHre GyHKL MM AbiXxaTeNlbHOW NN cepleyHo-
COCyANCTON CUCTEMBI.

Xnpypruyeckoe BMeLLaTENbCTBO YiyYllaeT Ncuxosiormyeckoe bnarononyumve n Kave-
CTBO XWM3HU pebeHkKa ¢ BAMK, HO pe3ynbTaTbl XMPYpPruyeckoro fieueHus ABNATCA Ha ce-
FOAHALWHUIA feHb NPeaMEeTOM ANCKYCCUIA. MauneHTbl YacTo coobLiaT 06 ncyesHoBEHMM
CYyObEKTUBHbBIX CUMMTOMOB U YNyYLLEeHWM TONEPAHTHOCTU K M3NUECKON Harpy3sKke nocne
XVPYPruyeckoro BMeLLaTeNnbCTBa, OAHAKO OOBbEKTMBHbIe AaHHble TPYAHO YCTaHOBUTb
BBUAY HebonbLIOro KonuyecTsa paboT Ha 3Ty Temy. ONTO3NeKTPOHHaA nNneTnmorpadpun
nokasana, uto onepauua Nuss ynyulaeT pecnnpaTtopHyo GYHKLUMIO NErKKX, YTo NPpUBo-
OWT K YBENIMYEHWNIO BHYTPUIPYAHOro 06bemMa 1 CHUMEHMNIO 3aBUCMMOCTU OT abgoMUHanb-
Horo abixaHus [37, 38].

Borowitz 1 gp. (2003) npepoctaBunm cpegHecpoUHbie (6 MmecAueB) N JONTOCPOYHblEe
(12 mecaues) pe3synbTaTbl NOCAE MMMAAHTALMM NNACTUHDI, KOTOPblE MNOKa3anu ynyyleHue
nokasarenen GbyHKUUM BHelwwHero AbixaHua [39]. YnyuweHne dyHKUMK cepgua y naumneH-
TOB C CcepfievHo Komnpeccmer 6bl10 OTMEYEHO MHOFOUMNCIEHHBIMU KPYMHbIMU UCCNefo-
BaHMAMM C UCMONb30BaHNEM 3X0Kapamorpadumn n MarHUTHO-pe3oHaHCHOM Tomorpadum
[40-44]. YBennueHue obbema npaBoro xenygoudka ¢ 41,113 po 54,6+15,6 mn 6bino 3a-
dukcnpoBaHo Apoluesckum u ap. (2022), a ysenuueHme cepfeyHoro Bblbpoca c 58,4% no
66,2% — Kptorepom 1 ap. (2010) [45, 46].

B 3AK/TKOYEHUE

HecmoTpsa Ha 3HauMTeNbHbIA NPOrpecc NOCNeAHNX AeCATUNETUN B U3yYeHUM nuae-
MMWOJIOTUK, STUONATOreHe3a 1 KNNHNYeCKon KapTuHbl BATK, knioueBble Bonpoch Tpeby-
0T JanbHelwero paspelleHns. Hanbonee akTyanbHoW 3afauven asnsaetca pas3paboTka
YHUOULUMPOBaHHONW AOKa3aTeNbHOW cucTeMbl OTOOpa MaUMEHTOB ANA XUPYPruyeckom
KOppeKL K. DTa CMCTeMa AOJKHA BKTIOYATb YETKUE KPUTEPUW, OCHOBAHHbIE HEe TOMbKO Ha
BbIPa’KEHHOCTN KOCMETUYECKOTro AedeKTa, HO U Ha KOMMNEKCHON OLeHKe 0OBbEeKTUBHbIX
bYHKUMOHANbHbIX HapyLeHWiA CO CTOPOHbI KapAMopecnupaTopHON CUCTEMbI C YYETOM
KOMMEHCATOPHbIX BO3MOXHOCTEN opraHu3ma. OnpeaeneHne onTUManbHbIX CPOKOB NPo-
BefleHVA PEKOHCTPYKTMBHON TOPaKOMNACTUK/A Ha OCHOBAHWM TaKMX UHTErpupOBaHHbIX
nokasarenen ABnAeTcA HeoOXoAMMbIM YC/IOBMEM AN1A AOCTUXEHNA CTabunbHOro epusmo-
NOrnYeckoro pesynbTata U MakCUMasbHOIO YNyULIEeHUA KauecTBa XMU3HW NaLneHToB.

MNpodeccroHanbHaa HaCTOPOXEHHOCTb Bpayel-nefnaTpoB, CUCTEMHbLIA NoAxod K
o6cnenoBaHuMio U YeTKoe MOHUMaHVe anropuTMOB HanpaBfieHNA K Y3KUM cneyuanmctam
(opTOoneay-TpaBMaToONOry, FeHeTUKY, KapAMOSOry) ABNAIOTCA 3aN10rOM paHHel AnarHocTu-
KW, CBOEBPEMEHHOI0 XMPYPrmyeckoro BMeLlaTenbCTBa U B KOHEYHOM UTOre AOCTVMEHNA
ONTUMaNIbHOTrO GpYHKLIMOHANIbHOTO N KOCMETUYECKOTO pe3ynbTaTa, a TakXKe BbICOKOro Ka-
yecTBa XXU3HU NauneHTa.
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Pesiome

B cTaTbe Ha KNMHMYECKUX MpuMepax NpeAcTaBneHbl ybTPa3ByKOBble BapuaHTbl Nopa-
XKeHWA noyek y aeteit ¢ TybeposHbiM cknepo3zom (TC) Npu pa3nuuHbIX reHETUYECKUX Ba-
puaHTax 3aboneaHus (TSC1, TSC2, TSC2/PKD1), uTo No3BONAET NPOAEMOHCTPUPOBATD
CnekTp axorpaduyeckoro nonmmopduamMa aHrMoMMoNnMNoM 1 KACT. Lienbio paboTbl 6bina
XapaKTepuCTKa CBA3M YNbTPa3BYKOBbIX OCOGEHHOCTEN MOPAKEHNA NOYEK C reHeTuYe-
CKUM BapuviaHToM TC, KNMUHUKO-abopaTOPHbIMK MPOABJIEHNAMU U PUCKOM MPOrpeccu-
pOBaHWA XpPoHMYecKoW H6one3Hn nouek. MaTtepurasnbl U MeTOLbI BK/OYaNM aHanmn3 Tpex
KNMHMYECKUX HabnoaeHni aetein ¢ BepudurumpoBaHHbiM TC, KOTOPbIM NPOBEAEHO KOM-
nnekcHoe obcnenoBaHue ¢ BbinofHeHNeM Y3 noyek Ha annaparte 3KCNepTHOro Knacca
C CNOJIb30BaHMEM KOHBEKCHOIO U JIMHENHOro [aTYMKOB, OLIEHKOW pa3mMepoB Moyek,
CTPYKTYpbl MAPEeHXMMbI, YACNa, Pa3MePOB, SXOMEHHOCTN N COCYAUCTbIX XapaKTepucTnK
AHTMIOMUONNMOM 1 KUCT. Y naumeHTKn ¢ BapmaHToM TSC1 BbiABNEHbI €AVHUYHbIE MENKME
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Ty6epO3HOro CKepo3a: cepus KNMHUYECKNX HabnoaeHnn

aHrmommonunombl Ha poHe ymepeHHo AnddY3HOro NOBbILEHUA SXOFreHHOCTW NapeHXu-
Mbl U HAYaIbHOrO CHMKEHUNA CKOPOCTY KNy6oukoBom dunbrpaumu. Y pebeHka c TSC2 gua-
rHOCTUPOBaHbl MHOXECTBEHHbIE BYCTOPOHHME aHTMOMUOINMOMBbI, B TOM UYMCie KpynHoe
HeoHOpoAHOe 06pa3oBaHne C BbIPaXKeHHOW Nepu- U MHTPaAHOAYNAPHON BacKynsapu3a-
Uuen, 1 HEMHOTOUMCIIEHHbIE MEeNKUe KUCTbl NPU XPOHNYeCKon 6onesHn noyek 2-i cTa-
ann. MNpu cuHapome cmexHbix reHoB TSC2/PKD1 oTMeueHO coueTaHne MHOXECTBEHHbIX
pa3HoKanmbepHbIX aHTIMOMMUOSUMOM C TAXKENbIM KACTO3HbIM NopakeHneMm, yBennyeHmem
pa3mepoB NoyeK, KoMMpeccren NapeHxXrMbl, apTepuanbHON rMNepTeH3NEN N CHUXKEHNEM
ckopocTu Knyboukosor dbunbTpaumu. llonyyeHHble pe3ynbTaTbl MOATBEPKAAIOT BEAYLLYIO
pOJib YNbTPa3BYKOBOro NCCNIeJOBaHNA B PaHHEM BbIABNIEHNN 1 GeHOTUNNYECKOW OLleHKe
nopaeHus nouek npu TC, cTpaTnduKaLmm pucka reMopparmyeckmx OCSIOKHeHUA U Npo-
rpeccupoBaHuA XpoHunyeckor 60e3Hn NoYek, a TakKe B onpefeneHnmn nokasaHui K fo-
NONHUTENbHBIM JTyYeBbIM MeTOaM 1 TapreTHON Tepanuu.

KnioueBble cnioBa: ynbTpa3ByKkoBas AMarHOCTVKa, TY6epo3HbIii CKnepos, NoANKUCTO3 No-
yeK, aHI’MOMMNONUMOMbI MOYEK, CUHAPOM CMEXHbIX FeHOB
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Abstract

This article presents, through clinical examples, the ultrasound patterns of renal
involvement in children with tuberous sclerosis complex (TSC) with different genetic
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variants of the disease (TSC1, TSC2, TSC2/PKD1), thereby demonstrating the spectrum
of echographic polymorphism of angiomyolipomas and cysts. The aim of the study was
to characterize the relationship between ultrasound features of renal involvement and
the TSC genotype, clinical and laboratory manifestations, and the risk of chronic kidney
disease progression. Materials and methods included an analysis of three clinical cases
of children with confirmed TSC who underwent a comprehensive evaluation, including
kidney ultrasound using a high-end scanner with convex and linear transducers, with
assessment of kidney size, parenchymal structure, number, size, echogenicity, and
vascular characteristics of angiomyolipomas and cysts. In the patient with a TSC1 variant,
a few small angiomyolipomas were detected against the background of moderately
diffuse increased parenchymal echogenicity and early decline of glomerular filtration rate.
In the child with TSC2, multiple bilateral angiomyolipomas were identified, including a
large heterogeneous lesion with pronounced peri- and intranodular vascularization, as
well as a small number of tiny cysts in the setting of stage 2 chronic kidney disease. In the
patient with TSC2/PKD1 contiguous gene syndrome, a combination of multiple variably
sized angiomyolipomas with severe cystic kidney involvement, kidney enlargement,
parenchymal compression, arterial hypertension, and reduced glomerular filtration rate
was observed.The findings support the pivotal role of ultrasound in the early detection and
phenotypic assessment of renal involvement in TSC, in risk stratification for hemorrhagic
complications and chronic kidney disease progression, and in defining indications for
additional imaging modalities and targeted therapy.

Keywords: ultrasound imaging, tuberous sclerosis complex, polycystic kidney disease,
renal angiomyolipomas, contiguous gene syndrome

B BBEOEHWE

Ty6epo3Hbiit cknepo3s (TC) — opdaHHOE MynbTUCMCTEMHOE 3ab0ieBaHKe C @y TOCOMHO-
LOMVIHAHTHbIM TUIMOM HacneoBaHUA, NprBoAALLee K 06pa3oBaHMI0 JOOPOKAYECTBEHHbIX
onyxonern BO MHOTMX OpraHax, BK/louas ronoBHOM MO3T, MOYKK, cepLe, nerkue, rnasa u
KoXy. PacnpocTpaHeHHocTb TC coctanset 1 : 6000-10 000 HoBOpoXAeHHbIX [1]. 3a60-
neBaHne obyCOBIEHO MATOrEHHbIMW UMW BEPOATHO-MATOrEHHbIMU BapyaHTaMmn B reHax
TSC1 n TSC2, Kogupytowmx 6esiku ramapTiiH 1 Ty6epuH, KOTopble B CBOIO oYepenb ABNS-
I0TCA Cynpeccopamu npouecca obpa3oBaHMsA OMyXonemn n PeryanpyroT KNETOYHbIN PoCT.
3aboneBaHue NpoTeKaeT B BUAE MOPAKEHNA NOYEK MHOXKECTBEHHBIMU aHTMOMUOANO-
Mamu (AMJ1) n Knctamm n nmeeT nNporpeccrpytownini xapaktep TedeHusa. AMJT oTHocaTcA
K NepuBacKylAPHbIM SMUTENNONLHOKNETOUYHbIM OMYXOJIAM 1 BKIIIOYAIOT B CBOW COCTaB
3NUTENNOVAHDBIE 1 MMafKOMbILIEYHbIE KIEeTKM, a TakKe aHOMaJlbHO M3MEHEHHble COCyfbl
W YYaCTKU KMPOBOWM TKaHW. BKnag Ka)kAoro r3 3TMx KOMMOHEHTOB MOXET CyLIeCTBEHHO
pa3nunuaTtbCA: B OTAENbHbIX ONyXOMAX NpeobnafaloT SNUTENNONIHbIE KNETKN, B APYTruX —
XKMPOBas UM MbllleYHas TKaHb, YTO onpeaenseT nx mopdonornyeckoe n BU3yanunsawm-
OHHOe pa3Hoobpasue [2].

Mpy HanMuMn NaTOreHHbIX BapMaHTOB reHOB TyBEepO3HOro cKheposa MpoucxoaaT
rnyboKme HapylleHWA CUFHambHbIX MyTel, perynupylowmx poct u auddepeHLMpoBKy
TyOYNAPHOro 3NUTENNA, NPEXAe BCEro Yepes HEKOHTPONUPYEMYIO akTVBALMIO KOMMEK-
ca mTOR [3]. 3To conpoBOXAaeTcA yKOpOUYeHUEeM WM CTPYKTYPHOWN Ae3opraHu3aumein
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NepPBUYHBIX LUWANA TYGYNAPHbIX KNETOK, M3MEHEHUEM MX MONIAPHOCTMA WM yTpaTon crno-
COHBHOCTM BOCMPUHMMATL MEXAHNYECKNE N XMMMYECKME CUMHASbl TOKA XUAKOCTU B MPo-
cBeTe KaHanbua [3]. HapyweHne mexaHOUyBCTBUTENbHOCTA M MOAAPHOCTU NPUBOAUT K
avsperynauumn npoueccos nponvdepaunm, anonto3a M HanpaBieHHON CeKpeLmu, YTo
Cnoco6cTBYET 0YaroBOMy YTOMLEHUNIO CTEHKM KaHasbLa, pOpMMpPOBaHIIO BbiNAYMBaHNN
1 NporpeccrpytoLlemy paclipeHuto ero npoceeTa. Ha poHe 3amepieHna Toka XUaKocTu
N N3MEHeHNA CoCTaBa TYOYNApPHOro CogepKMMOro 3TK Y4YacTKM NocTeneHHo TpaHchop-
MUPYIOTCA B KUCTbI, KOTOPbIE MOTYT MHOXXECTBEHHO BOBNEKATb Pa3fINYHble CErMEHTbI He-
dpoHa. Mporpeccupytollee KucTtoobpasoBaHMe NPUBOANUT K KOMNPECCUN U UCTOHUYEHWIO
OKpy>KatoLLierl NapeHXmMbl, CHUXKEHUIO Yncnia GyHKLUUOHMPYOLWNX HeppOHOB, Pa3BUTUIO
apTepuanbHOM rMNePTEH3UN N XPOHUYECKo 6one3HM nouek (XBIT), uTo ocobeHHO Bbipa-
»EHO NPY COYETaHHOM MOPAXKEHMM C BOBNEYEHNEM CMEXKHbIX FreHOB, Taknx Kak PKD1 [3].

TC TakXKe reHeTUYeCKmn CBA3aH C ayTOCOMHO-AOMWHAHTHOI NOJIMKNCTO3HOM 60N1e3HbIo
nouek, NockonbKy reHbl PKD1 1 TSC2 pacnonoxeHbl 6nn3ko (Ha pacctoaHun 48 nap oc-
HOBaHWM Apyr oT Aapyra) Ha 16-i1 xpomocome. Korga 13-3a feneumm CMeXHOoro reHa no-
pakatoTcs 06a reHa, 3TO MOXKET MPUBECTU K KIIMHUYECKOW KapTHE, Ha3biBaeMOW CUHAPO-
MOM CMeXHbIx reHoB TSC2/PKD1 (TSC2/PKD1-CCl), KOTOpbIl XapaKTepr3yeTca TAXeNbIM
TeyeHMeM, PaHHVM Hayanom 1 BbICTPbIM Pa3BUTUEM MOIMKUCTO3HOM 60N1e3HM NoYek [4].

PaHHAA gnarHocTMKa nopaxeHun novek y geten ¢ TC ABnAeTCA OQHUM M3 onpefge-
naowmnx GakTopoB B OKa3aHWUW NMOMHOLEHHOW MeAULMHCKON MOMOLUN, U YbTPa3BYyKO-
Boe uccnepoBaHue (Y3W) xopolwo 3apekoMeHaoBano ceba Kak HEMHBA3UBHBIA METOS

0Ocm

5cm

[MnepaxoreHHble y3nbl
B NapeHxnme no4ykun

10cm §

15cm

MpopaonbHoe CKaHMpPOBaHMe 06enx NoYekK. Kicta B napeHxume noukm
MHOeCTBEHHbIE MMNEP3XOreHHbIE y3/ibl 1 KUCTbI B NapEHX1ME MoyeK.

¥Y3-npusHakmn Ty6epo3HOro ckieposa novek:

B MHOXeCTBEHHbIE MMNep3XoreHHble y3/ibl (raMapTOMbl)

B MHOXECTBEHHbIE KNCTbl PA3fIMYHOrO pasmepa

" [IBYyCTOPOHHEe nopaxeHue

B COXpaHeHWe KOPTUKO-MeAYNIAPHON AnddepeHLMPOBKM Ha PaHHKX CTagUAX

Puc. 1. Y3-npn3Hakun nopa)keHUs novek npu Ty6epo3Hom cknepose
Fig. 1. Ultrasonographic features of renal involvement in tuberous sclerosis

314 "Pediatrics Eastern Europe', 2026, Volume 14, Number 2

HA NEPBYIO HA CIEQYIOLLYIO HA NPEABIAYILYIO K COAEPKAHUIO




KnuHnueckuii cnyyvan .
Case Report

BM3yanum3auuuy, NoCcKosbKY MO3BOJIAET NOMYyYMTb NOMHOE NpefCcTaB/ieHe O NOPaXKEHNN
noyek 1 ygobHo B nprmeHeHnn. CornacHo KOHCEHCYCHOMY 3asiBNIEHMIO MEXAYHapOLHON
pabouei rpynnbl, Y3W asnaeTca npegnoytuTenbHbIM MeTogoM ob6cnefoBaHusA geten C Ku-
CTO3HbIMY 3a60NeBaHNAMN NOYEK UK MPOCTbIMM KACTaMu [5], a 60NIbLUIMHCTBO NOYEYHbIX
AMIJ1 TaKXe XopoLUO ArarHOCTMpPYeTCA C NomoLLblo Y3W, KoTopoe BbiABAAET rmnepIxoreH-
Hble YYaCTK/ TKaHW B OMYXONAX, COCTOALLUMX NPENMYLLECTBEHHO W3 XXMPOBOW TKaHWu [6, 7].
Ha puc. 1 npoieMOoHCTprpPOBaHbl OCHOBHbIE NMPU3HaKKM NopaxeHusa noyek npum TC.

MarHuTHo-pe3oHaHcHas Tomorpadusa (MPT) y maneHbKnx geTein obbiuHO TpebyeT BBE-
[eHVA celaTUBHbIX NpenapaToBs, YTO COMPAMKEHO C JOMONHUTENbHbIMU PUCKaMK, @ KOM-
nbioTepHyto Tomorpaduio (KT) He pekomeHayeTcAa UCNONb30BaTb ANA NCCNeOBaHNA KUCT
nouek y getei, nockonbky Y3 n MPT o6bluHO obecneumBatoT 6onee BbICOKOe pa3peLle-
Hue 6e3 MoHM3UpYIoLLEero obnyyeHus.

MopakeHune noyek npu TC ocTaeTcA ofHON 13 Hanbonee CNOXKHbIX U HE[OCTaTOUYHO
CBOEBPEMEHHO AMarHoCTUpyembix npobnem B nepmaTpuyeckon Hedponorum. Cyue-
CTBEHHbIE TPYAHOCTM PaHHEero BbiABEHNA 3ab0NeBaHNA CBA3aHbI C TEM, UTO Y OONbLUMH-
CTBa JeTell Ha HayanbHbIX 3Tamnax OTCYTCTBYIOT cneymbuyeckme KnMHMYecKme *anobbl, a
N3MEeHEeHNA CO CTOPOHbI MOYeEK ANNTeNIbHOE BpeMsa NpoTeKatT 6beccumnToMHo. B ycnosu-
AX OTCYTCTBUA HAaCTOPOXEHHOCTW B OTHOWeHUN TC HepefKo NPOBOAWTCA HeMosHoe 06-
cflefjoBaHMe NaumneHToB 6e3 KOMMIEKCHOW OLEHKM COCTOAHMA MOoYeK U AUHAMUYECKOTro
WHCTPYMeHTanbHOro HabnogeHus.

JononHutenbHoW npobnemont ABnAeTCcA ownboYHaA UHTepnpeTaumsa ynbTpa3ByKo-
BbIX MPM3HAKOB NOpPaXkeHMA noyek. AHTMOMUONNMOMbI, MHOXKECTBEHHbIE KACTbI U Apyrue
CTPYKTYpPHble U3MEHEHNA MOTYT pacLeHMBaTbCA Kak M30/IMPOBaHHasA NaToNorma unm He-
cneyunduryeckme n3MeHeHWs, He accouumnpoBaHHble ¢ TC. HegocTaTouHas ocBeoMeH-
HOCTb CneLunanncToB yNbTPa3BYKOBOW AMArHOCTMKM, NeamMaTpoB U HeGpPOSIOroB O crek-
Tpe Hedponornyeckmx NposABeHni 3aboneBaHnA Takxe CNocobcTByeT No3gHen Bepu-
dukaumm gnarHosa.

B pe3synbTaTe guarHo3 HepeaKo YCTaHaBNUBAETCA YXKe Ha CTaluv BblPaXXeHHOro No-
paXkeHuA NoyeK, Korga 3HauuTeNlbHan YacTb TKaHW MoYek 3amelleHa onyxosieBbiMu 06-
pa3oBaHUAMU N KNCTO3HbIMU M3MeHeHUAMU. [o3gHee BbiABIEHNE NOPaXeHUA NoYeK npu
TC cywecTBeHHO yxygLaeT NporHo3 3aboneBaHnsa U orpaHNYMBaeT BO3MOXKHOCTY CBOEB-
peMeHHOro NpoBeAeHUA TapreTHON Tepanum.

Llenb paboTbl — Ha KNUHUYECKMX NPUMEPaX OXapakTepu3oBaTh yNbTpa3ByKOBble 0CO-
6eHHOCTN NopakeHuA noyek nNpu Tybepo3HOM cKnepose y AeTer C PasfInYHbIMK reHe-
TUYECKMMU BapraHTamy 3a6onieBaHUA. YNbTpa3ByKOBble UCCeA0BaHWUA BbINMOMHANUCH Ha
annapare 3KcnepTHoro Knacca Logic S7 (General Electric, CLLUA) ¢ ncnonb3oBaHMeM KOH-
BekcHoro (1-6 MI'u) n nuHenHoro (3,3-10 MI'y) gaTuMKoOB.

B KJIMHWYECKOE HABJTKOOEHWE 1

JeBouka 14 net. [MocTynvna Ha NNaHoOBYIO rocnuTann3auuio B NCUXOHEBPONOrNYeckoe
oTAeneHrie No NOBOAY YYalleHWA 3nunenTuyecknx npuctynos Ha ¢oHe TC. PaHee 6bin
BblBJ/IEH NMaToreHHbln BapuaHT reHa TSC1. MHpekc maccol Tena: 22,12. Mnowagb noBepx-
HocTtu Tena: 1,57 KB. M. [pn ocMoTpe obpallaeT Ha ceba BHMMaHWE Y4acTOK «LIarpeHeBon
KOXW» B NOACHWYHON 06N1acTu, KOTopbll Y pebeHKa ¢ poxaeHus. [eboT dokanbHbIX 3nu-
nenTuyeckux npuctynos c 6 net. Mpu MPT ronoBHOro Mo3ra BbiAB/IEHbI KOPTUKabHblE U
cybKopTUKanbHble Tybepcobl, cybaneHanManbHble y3ibl, 06pa3oBaHMA B6IM3N OTBEPCTUA
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Puc. 2. KnuHnyeckui cnyyai 1. 9xorpammbl NO4YKN: A — B KOPKOBOM CJ10e NoAKancynbHO onpeaensaerca
OAHOpPO/HOE runep3xoreHHoe 06pa3oBaHNe C YeTKNMMN HEPOBHBIMU KOHTYpPaMi — aHTMIOMUONNNOMA;
B - B napeHXxnmMe MHOXKeCTBEHHbIe TOYEYHbIe rMnep3XoreHHble 1 NepuBackynsapHble INHellHble
BK/IIOYEHMNA

Fig. 2. Clinical case 1. Kidney sonograms: A - in the cortical layer, a homogeneous hyperechoic
subcapsular mass with well-defined irregular margins is visualized, consistent with angiomyolipoma.

B - in the parenchyma, there are multiple punctate hyperechoic and perivascular linear foci

MoHpo (acTpoumTombl?). Mo gaHHbIM 3neKkTpoaHUedanorpadum 60apCTBOBaHNA KOPKO-
BaA pUTMIKKa chopmmpoBaHa Mo BO3PACTY, SNMenTMPOPMHON 1 0YaroBOW Nnatosiormye-
CKOW aKTMBHOCTM He 3apernctpupoBaHo. Mpu Y3/ mouyeBbigenmTeibHOM CUCTEMBI: NMOY-
KM PacrnonoXKeHbl B TUMMYHOM MeCTe, KOHTYP POBHbIN, YETKUN, pa3Mepbl NPaBoON NOYKN
108x42x54 MM, 06bem 128,1 cm. Ky6.; neBon noukn 102x40x54 mm, o6bem 115,22 cm. Ky6.;
MHAEKC noveyHom Maccbl 0,22% cnpasa 1 0,20% cnea (npn Hopme 0,20-0,30%). B na-
pPEHXMMEe BbIABNEHbI eAVHNYHbIE aHTMOMUONIUMOMbI Pa3Mepom o 6x4 mm (puc. 2A).
MapeHxuma noyeK yTosLeHa, KOPKOBbBIV CIIOW He3HaunTeNbHO AUddY3HO MOBbILIEHHON
3XOreHHOCTU 3@ CYET MHOXKECTBEHHbIX TOUEYHbIX TMMEPIXOreHHbIX U NepPUBACKYNAPHbIX
JIMHENHBIX BKJIOUEHWI, KOPTUKO-MeaynnapHas anddepeHLMpoBKa coxpaHHa (puc. 2B).
Mo pgaHHbIM NaboPaATOPHBIX UCCNEAOBAHUN: KPeaTVHUH 69 MKMOJb/N, pacyeTHas CKO-
pocTb Kny6oukosoi unbtpauun (pCKDO) ymepeHo cHrkeHa — 77 ma/muH (CKiD U25).

B KJIMHWUYECKOE HABJTIOAEHWE 2

Manbuuk 9 ner. lNocTynun Ha NAAHOBYIO FOCNNTANM3aLNIO B MCUXOHEBPONOrnyeckoe
oTaeneHve no nosogy snunencumn Ha ¢oHe TC. PaHee 6bin BbISBIEH MNATOrEHHbIN Bapu-
aHT reHa TSC2. C poXAeHMsA Y Manburika OTMEYaKTCA MHOXKECTBEHHbIE TMMOMUIMEHTHbIE
naTHa Ha Tene. C 5 neT noAsunmceb GubpoMmMbl Ha Tenie. INUnenTUYecKue NPUCTYMbl Habso-
natTca ¢ 7 net. Minpgekc maccol Tena — 15,5, MNnowagb nosepxHoctn tena — 0,99 k.. m. INpn
MPT ronoBHOro Mo3ra BbisiBfieHbl Cy63neHANMabHbIE TMraHTOKIIETOUHbIE aCTPOLMTOMBI
C IByX CTOPOH, KOpKOBble Tybepchl. [10 AaHHbIM 3neKTpoaHLUedanorpadum Bo Bpems ru-
NepBEeHTUNALMM BbIsIBNIEHbI OTAESbHbIE OCTPbIE BOJHbI B JIOOHO-LIEHTPaIbHO-TEMEHHbIX
obnactax. MNpu sxokapanorpadumm pasmepbl Kamep ceppua B Hopme, AedeKkToB nepe-
ropofoK HeT, COKpaTUTesibHasi CMOCOBHOCTb MMOKApAa NIEBOrO XeNyaouka COXpaHeHa,
06beMHbIX 06pa3oBaHuMil He BbifBNieHO. Mpu Y3 opraHoB GpioLLIHON NOOCTY BbISIBNEHDI
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aHrnomuonunombl nedeHun. Mpu Y3 moueBbligenmTeNbHOM CUCTEMBI: MOYKK Pacrono-
XeHbl B TUMMYHOM MeCTe, KOHTYP POBHbIN; pa3mep npaBoi Nouky 88x43x52 mm, ob6bem
102,0 cm. Ky6.; neBoi Noukn 99x35x53 MM, o6bem 96 cm. Kyb.; MHAEKC NOYEUYHOW Macchl
0,38% cnpasa n 0,36% cnesa (npu Hopme 0,20-0,30%). B napeHxume BbIABNEHbI MHOXe-
CTBEHHble BYCTOPOHHME aHMMOMMONMNOMbI pa3mepom Ao 9%8 mm (puc. 3A) n eanHUY-
Hoe KpynHoe ob6bemMHoe 06pa3oBaHue B H/XHEM NOMoce NPaBoli MOYKK, HEOLHOPOLHOM
CTPYKTYPbI, C YETKMMIM POBHBIMY KOHTYpamu, BbixoZsLlee 3a rpaHuLbl oYKy u gedopmu-
pytoLiee ee KOHTYpbI (puc. 3C). Paamep BbiAsBNeHHOro o6pa3oBaHua 58x32 mm. KpoBoTok
npu UOK nepu- n nHTpaHOAYyNAPHbIA C MHOXECTBEHHbIMU PaCLUMPEHHBIMW U3BUTbIMIA

C D

Puc. 3. KnuHnyeckunia cnyyaii 2. xorpaMmmbl No4YKK: A - B KOPKOBOM C/l0€e NOAKancynbHO onpeaenAioTca
MHOXeCTBEeHHble OfHOPOAHbBIE FNMep3XoreHHble 06pa3soBaHNA C YeTKUMMN HEPOBHbIMMN KOHTYpamm —
aHrMomMmnonuNombi; B - HeMHorouncneHHble MeNKue KNCTbl 1 MHOXEeCTBEHHbIE ToYeYHble
runepsxoreHHbie BKAoYeHUs; C - KpynHasa aHrMOMUONMOMa HEOAHOPOAHOI CTPYKTYpPbI;

D - npun uBETOBOM 1O0N/IEPOBCKOM KapTUPOBaHNN B KPYMHOI aHIMIOMMNONIMNIOME OnpeAensioTca
paclumpeHHble N3BUTbIE COCYAbI C pasHOHaNpaB/ieHHbIM KPOBOTOKOM

Fig. 3. Clinical case 2. Kidney sonograms: A - In the cortical layer, multiple homogeneous
subcapsular hyperechoic masses with well-defined irregular margins are visualized, consistent with
angiomyolipomas; B - A few small cysts and multiple punctate hyperechoic foci are seen; C - A large
angiomyolipoma with heterogeneous internal structure; D - On color Doppler imaging, enlarged
tortuous vessels with bidirectional blood flow are detected within the large angiomyolipoma
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cocygamu (puc. 3D). Takke B NapeHXUMe noyek onpeaenaTca HEMHOrOUNCIEHHbIE KU-
CTbl AMAMETPOM 10 5 MM 1 MHOXECTBEHHbIE TOUeYHble A0 1-2 MM FMMNep3X0reHHble BKIIto-
yeHuna, 6e3 akyctuueckon TeHun (puc. 3B). Koptuko-mepynnapHasa anddepeHUMpOBKa
NPOCNeXnBaeTCA HefOCTaTOUHO YeTKo. MPT nouek: Nnpr3Hakn aHrMoMUoNnMnoM, NPOCTbIX
KUCT 1 06pa3oBaHUA XNPOBOrO CTPOEHUA B H/XHEM CermeHTe npaBoi noyku. Mo aaH-
HbIM TaboPaTOPHbIX NCCNEA0BaHUN: KpeaTUHUH 57 Mkmonb/n, pCKO ymepeHo cHuKeHa —
72,1 mn/muH (CKiD U25).

B KJINHWYECKOE HABJIIOOEHWE 3

JeBouka 11 nert. lMocTynmna Ha NiaHOBYO rocnuUTanm3aLuio B otaeneHune Hedponorum
no NoBofAy paHee BblABMEHHbIX N3MEeHeHMI noyvek no pesynbtatam Y3W. boina BbiAaBneHa
npoTtsaKeHHaa geneuna B reHe TSC2 n cmexHom emy reHe PKD1. MHgekc macchl Tena —
15,48. Mnowaab noBepxHocTv Tena — 1,16 KB. M. [pn ocMoTpe y pebeHKa oTMevaeTcA yya-
CTOK «LLArPEeHEBON KOXM» B MOACHNYHON 0651acTN C NePBOro rofa »*U3Hu, MHOXeCTBEH-
Hble FMNONUIMEHTHbIE NATHA C poxkaeHuA. le6toT snunencum ¢ 8 net. Mpu MPT ronosHoro
MO3ra BblABJIEHbI KOPTMKabHble U CyOKOpTUKabHble Tybepchbl, cybaneHanManbHble y3nbl,
obpa3zoBaHua B611M3n otBepcTnAa MoHpo cnpaBa 1 cnesa. o faHHbIM 3neKkTpo3HUedano-
rpadun 6oapcTBOBaHMA BblABNEHA 3NunenTMGopMHasa akTUBHOCTb B NOOHO-BNCOYHOMN
obnacTn cnpasa Cc Mppaguaumen B OfHOUMEHHOE NonyLlapue, KOHTpanaTepanbHo C reHe-
panusayuein. [1o AaHHbIM CyTOYHOrO MOHMUTOPUPOBAHMA apTePMANbHOIO AaBNeHUA Npu-
3HaKuM CTabUNbHONM CUCTONIMYECKON apTepuanbHoi runepteHsun. Mpu Y3 moyeBbigenu-
TeNIbHOW CUCTEMbI: MOYKM PACMOJIOXKEHbI B TUMIMYHOM MeCTe, KOHTYp HepoBHbIW, fedop-
MUPOBaH KncTamu; npaeas 124x56x67 mm, o6bem 243,32 cm. Ky6.; neBas 133x57x69 mm,
obbem 273,57 cm. Kyb.; nHgekc noveyHowm maccbl 0,73% cnpaBa u 0,82% cnesa (npu
Hopme 0,20-0,30%). B napeHxume BbIABIEHbI MHOMECTBEHHbIE TMMEP3XOreHHble aH-
rMOMUOANMOMbI OQHOPOAHOW CTPYKTYPbl C MaKCUMasibHbIM pa3mepoM 33x21x29 mwm,
MHOXEeCTBEHHble KNCTbl: MPOCTble 1 C NeperopoakamMu, C MPUCTEHOUYHbBIMW FMNePIXoreH-
HbIMW BKIIOYEHNAMM C aKyCTUYECKOW TeHblo, MaKCMManbHbIM pasmepom 40X26x26 MM
(punc. 4A). KposoTtok npu LK B KpynHbIX aHrMOMMOAMNOMax NepuHoOaynapHbIn (puc. 4B).

Puc. 4. KnuHnueckuia cnyyaii 3. 9xorpaMmmbl NoUYKK: A - MHOXKeCTBEHHble pa3HoKanu6epHbie AMJI

1 KUCTbI; B - npy LiIBeTOBOM f1O0NNIepOBCKOM KapTUPOBaHUM NePUHOAYNAPHDbI KPOBOTOK B KPYMHOIA
aHrmomunonunome

Fig. 4. Clinical case 3. Kidney sonograms: A - multiple angiomyolipomas of varying size and cysts;

B - on color Doppler imaging, perinodular blood flow is visualized in the large angiomyolipoma
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KnuHnueckuii cnyyvan
Case Report

MapeHxuma noyek KOMNPeMMpPoBaHa KACTaMu 1 aHFIIOMUOTMMIOMaMK, COXPaHHble yyacT-
KN napeHxmmbl AndPy3HO MOBbILLIEHHOW 3XOreHHOCTM, KOPTUKO-MeaynnapHaa audde-
peHUMpoBKa He npocnexmBaeTca. Mo AaHHbIM N1abopPaTOPHbIX UCCNIefoBaHWIA: KpeaTUHNH
66 mkMonb/n, CKO cHmxeHa — 78,8 mn/MuH (CKiD U25); anbbymuHypun Her.

Hwxe npepctaBneHa obbeanHeHHaa Tabnuua Bcex KNMHUYECKUX Cly4vaes, pacCMo-
TPEHHbIX B CTaTbe.

B Tabnuue npoaeMoHCTPUpPOBaHbl Y3-pasnnumns B 3aBUCMMOCTM OT FeHEeTMYECKOro Ba-
puaHTa y Hawwmx naymeHToB. Y naumeHTkn ¢ TSC1 pa3mepbl Noyek oCTaloTcA B Npegenax

Y3-npusHaku nopaxkeHns novek npu Ty6epo3Hom cksiepose B 3aBUCUMOCTY OT reHoTUna
no npeACTaBNeHHbIM KNMHUYECKUM HabniogeHnam
Ultrasound features of renal involvement in tuberous sclerosis according to genotype based
on the presented clinical cases

6 KnuHunueckoe Habniope- 6
Napamerp KnuHunueckoe HabnopeHne 1 e e KnuHnueckoe HabniogeHne 3
(neBouka 14 net, TSC1) TSC2) ! (neBouka 11 net, TSC2/PKD1)
108%x42x54 mm (npaBas), oo6bem | 88x43x52 mm (npaBas), 124x56x67 mm (npaBas),
128,1 cm?, obbem 102,9 cv?, obbem 243,32 cMm?,
102x40x54 mm (neBas), 99%35x53 mm (neBas), 133x57x69 mm (neBas),
Pazmepbl obbem 115,22 cm3; obbem 96 cv3; obbem 273,57 cm3;
noyek CYMMapHbIn o6bem 243,32 cm?, | cyMMapHbIii ob6bem CYMMapHbii 06bem
154,98 cm3/m?, 198,98 cm. ky6.; 200,91 cM*/M?, | 516,89 cMm. Ky6.; 445,59 cvm’/m?,
nHaekc maccbl 0,22% v 0,20% nHaekc maccbl 0,38% un nHaekc maccbl 0,73% un 0,82%
(Hopma 0,20-0,30%) 0,36% (BblLwe HOPMbI) (3HAUUTENbHO Bbie HOPMbI)
KowTypel PoBHble, ueTkne PoBHble, yeTkne HeposHbie, geopmmpoBarel
noyek KncTamm
MapeHxunma yTonieHa, KOpKo-
~ . KopTuko-megynnapHas
MapeHxuma | Bblii crioi ymepeHHo andoysHo MapeHx1ma KOMNPYMUPOBaHa
. anddepeHUmMpoBKa nNpo-
M KOPTMKO- | MOBbILLEHHOW 3XOreHHOCTY; Knctamu n AMJT; coxpaHHble
CNeXmnBaeTca HeloCTaTou-
meayn- MHOXECTBEHHbIE TOYEUHbIE 1 ) yyacTku anddy3HO NoBbILLEH-
N HO YETKO; MHOXEeCTBEHHble 9
nApHas neprBackynApHble MNHEeNHble HOW 3XOreHHOCTU; KOPTUKO-Me-
andodepeH- | rmnepaxoreHHble BKIIOYEHUS; TOHEUHBIE TUNEPSXOreHHble aynnapHas guddepeHumnposka
’ BK/IlOYEHUA A0 1-2 MM 6e3
LmMpoBKa KOpTMKO-mMepynnapHasa audde- . He npocnexunBaerca
AKYCTUYECKOW TEHN
peHLMPOBKa COXpaHeHa
EanHunyHble menkne AMJ1 MHoXecTBeHHbIe ABYCTO-
[0 6X4 MM, NOAKaNCYNbHO B poHHne AMJ1 go 9x8 mm MHoxecTBeHHble pa3HOKa-
AHTMOMMO- | KOPKOBOM CJ10€; OfAHOPOAHbIE 1 opHa KpynHaa AMJ1 nnbepHble AMJT ogHopoaHoON
NUMOMbI runepaxoreHHble obpasosa- 58x32 MM, BbIXOAALAnA 32 | CTPYKTYPbl C MaKCMManbHbIM
HWUA C YETKMMUN HEPOBHbLIMU KOHTYpP NOYKu, aedpopmu- pasmepom 33x21x29 mm
KOHTYpamu pytoLas ee
B kpynHon AMJ1 nepu-u
Aonnep- BbipaxkeHHaa Backynapmsauua VHTPAHOAYNAPHBIN KO- B kpynHbix AMJ1 nepuHopynap-
KapTuHa BOTOK, PacCLUVPEHHbIE 13- o
He onucaHa HbI KPOBOTOK
AMN BUTble COCYAbl C pa3HOHa-
npaBneHHbIM KPOBOTOKOM
MHoecTBEHHbIe KUCTbI (Npo-
CTble 1 C NeperopoaKamu), € Npu-
CTEHOYHbIMU FNEeP3XOreHHbIMMN
HemHorouncneHHble men- M
Kucbl He onpepenstotca BKJIOYEHVAMM C aKyCTUYECKON
Kne KUCTbI O 5 MM
TeHblo, A0 40X26X26 MM; Bblpa-
XeHHasn gedopmauua KOHTYpoB
1N KOMMPEeCccus napeHxnmbl
OVHKUS KpeatnHuH 69 mkmonb/n, pCKO | KpeaTHUH 57 MKmonb/n, KpeaTuHuH 66 Mkmonb/n,
ngqe:jm All 77 Mmn/MuH Ha 1,73 m? (CKiD pCKD 72,1 mn/muH CKO 78,8 mn/mMunH
U25) Ha 1,73 m? (CKiD U25) Ha 1,73 m?(CKiD U25)
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BO3PACTHOW HOPMbI, MHAEKC MOYEUYHON MacCbl HaXOANUTCA B pedepeHTHOM AnanasoHe, a
YNbTPa3ByKoBasA KapTvHA OrpaHMYMBAETCA eAVHUYHBIMIA MESIKUMW NOAKaNCybHbIML aH-
rMoOMMONUNoOMamu 1 ymepeHHbIM Anddy3HbIM NOBbILLIEHNEM SXOTeHHOCTN KOPKOBOTO CoA
Npwy CoOXpaHeHHOW KOpTUKo-MeaynnsapHon anddepeHumpoBske. B ciyyae TSC2 pernctpupy-
I0TCA MHOXECTBEHHbIE ABYCTOPOHHME aHIVIOMMOIMMNOMbI, BK/IOUaA KPYrnHOe HeofHOpoa-
Hoe 0b6pa3oBaHue C BbipaXKeHHOW Nepu- 1 UHTPaAHOAYNAPHON BaCKynsApmu3aLmein, HeMHOro-
UMCNIeHHble MeJTKME KUCTbI U yKe HeIoCTaTOYHO YeTKaa KopTUKO-MeaynnsapHaa auddeper-
LMPOBKa, UTO OTpaXkaeT bonee TAXeNoe OnyXxoneBo-KUCTO3HOe NopakeHue. [Mpu cuHapome
CMeXHbIX reHoB TSC2/PKD1 BbIABNAETCA MaKCMManbHO Taxenbl Y3-beHoTun: BbipaXkeH-
HOe [1IByCTOPOHHEee yBeNIMYeHre NOoYeK C Pe3KMM POCTOM MHIEKCA MacCbl, MHOMXECTBEHHbIE
pa3HoKanmbepHble aHrMOMUONMNOMbI 1 KUCTbI (BKJOYaA CIIOXHble C neperopogkamm u
NPUCTEHOUYHBIMY TMMEPIXOreHHbIMY BKIOUEHMAMM), AedOopMaLna KOHTYPOB, KOMMpeccus
napeHx1Mbl, yTpaTa KOpTUKO-MeaynnsapHoi auddepeHLmpoBkn 1 popmmnpoaHme Hedpo-
reHHOW apTepuranbHON runepTeH3nn Ha GoHe cHmkeHna CKO.

B ObCYXIOEHWE

Bo Bcex npefcTaBneHHbIx HabnogeHnax npu TC Y3U BbIABUIO BOBNEYEHUE NOYEK, YTO
nofYepKUBaET BbICOKYIO YYBCTBMTENbHOCTb METOAA K PaHHUM MPOABNEHMAM NOYEUYHOro
nopa<eHus npu gaHHoM 3aboneaHuu. MNpu 3ToM y Bcex Tpex NauneHToB, HECMOTPA Ha
pasnuuua B reHeTnyeckom BapuaHTe (TSC1, TSC2, TSC2/PKD1), 6binv 06Hapy»KeHbl aHr1o-
MUOJIMMOMbI, YTO COrNacyeTca C AaHHbIMM KPYMHbIX KOFOPTHbIX MCCefoBaHNI, B KOTOPbIX
AMIJ1 paccmaTpmBaloTca Kak Hanbosee YacTbli TUMN noyeyHon natonormm npu TC, 06bIYHO
UMeIoLWNIA ABYCTOPOHHMWIN, MHOXECTBEHHbIV U ANNTENIbHO 6eCCMMNTOMHBIN XapakTep Te-
yeHwus [8, 9]. B Hawem maTepuane menkne eguHnyHble AMJ1 6binn xapaKTepHbl ANna Bapu-
aHTa TSC1, Torga kak npu TSC2 1 TSC2/PKD1 BbIABAANNCH MHOXECTBEHHbIE 1 6onee Kpyn-
Hble Y3J1bl, UTO YKNaAblBAeTCA B KOHLENLMIO reHOTUN-GeHOTUNNYECKON 3aBUCUMOCTH, CO-
rnacHo kotopow MyTtaumu TSC2 accoummpyioTca ¢ 6onee TaxenbiM NoYeyHbIM peHoTUNoOM
no cpaBHeHuto ¢ TSCT.

BoNbWNHCTBO aHIMOMMONUNOM BO BCEX Tpex Ciy4vasax umenn tmnununyto ana TC ¥Y3-
XapaKTepPUCTUKY: OAHOPOAHbBIE rMnepsxoreHHble 06pa3oBaHKA pa3nMyHon Gopmbl C YeT-
KUMW, POBHbIMW KOHTYypamu, 6e3 Npu3HakoB 3HaUYMMOW BacKynapusaumm npu LBETOBOM
[ONMNNepoBCKOM KapTUpoBaHuKW. Takas KapTMHa COOTBETCTBYET OMNMCaHHbIM B NINTepaTy-
pe «Knaccmyecknmy» xunposbim AMJ1, npenmMyLLecTBEHHO COCTOALMM M3 XUPOBOW TKaHU
W rMafgKoMbILLEYHOro KOMMOHEHTa, KOTopble B OONbLUMHCTBE ClyYyaeB MMetoT 6naronpu-
ATHOE TeueHre U HU3KNIA PUCK OCNOXKHeHUN. OfHaKo BO BTOPOM KIMHMYECKOM Habnto-
[eHnu 6bia BblABNEHa KPynHasA aHrMOMUONUIMOMA C HETUMMYHON ANA «KNacCUYeCcKoro»
y3/1a HEOLHOPOLHOW CTPYKTYPOW 1 YepefoBaHNEM YHAaCTKOB MOBbILLEHHON U MOHUXKEH-
HOW 3XOreHHOCTW. Hannume BHYTpy 06pa3oBaHmA rMMNo- U aH3XOreHHbIX 30H NoTpeboBano
yTOouHeHusa Mopdonornyeckoro cybctpata ¢ nomolbto MPT, koTopas nokasana npeobna-
[aHuve XNPOBOro KOMMOHEHTa C HeOOMbLWNM FMagKOMbILLIEYHbIM CJIOEM, @ aHIXOreHHbIe
yyacTku npu Y3/ cooTBETCTBOBaNM pacliMpeHHbIM COCyiaM OMyXonu, YTO NOATBEPXKAa-
Nocb perncTpaumen BbipaXKeHHOro nepu- 1 MHTPaHOAYNAPHOro pasHOHanpPaBieHHOro
KposoToka npu LK n nmnynbcHo-BonHoBow gonnnepometpun. MogobHbI aHrnorpa-
duueckn n gonnneporpaduueckn akTmeHbI peHotn AMJT onvcaH Kak MapKkep NoBbl-
LIEHHOrO prCKa pa3pbiBa COCYAOB OMyXONu 1 Pa3BUTUA 3a6PIOWIMHHOTO KPOBOTEYEHN ,
yTO NoUepKmuBaeTca B pabotax Von Ranke 1 coasTopos (2017) [10].
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BTtopbiM Mo yacToTe TMNOM NoyeyHoro nopaxeHua npy TC B MeXxayHapoaHOW nute-
paType pacCMaTpUBalOTCA KUCTbl, KOTOPble MOTYT ObITb Kak OfMHOYHbIMU, TaK U MHOXe-
CTBEHHbIMW 1, MO AaHHbIM Pa3fINYHbIX CEPUIA, BbIABAAIOTCA NpUMepHO y 30-45% nauuneH-
ToB [11, 12]. Hannume KNCT CBA3bIBAIOT C JOMONHUTENIbHBIM BKNagoM B popmMmmpoBaHme
apTepuanbHoN runepTeH3un n nporpeccuposaHune XbI, ocobeHHO Npy coueTaHUn C Mac-
CMBHOW ONyXONeBOW Harpy3kow. B Halwem nccnegoBaHnmn KUCTbI HE BU3Yanv3npoBanunch
y pebeHka c TSC1-accoummpoBaHHbIM BapraHTOM 3aboneBaHus, Torga Kak y nauueHTa c
TSC2 6bInn 06HapyeHbl HEMHOFOUMCNIEHHbIE MENKMe KUCTbI, @ Hanbornee BblpaXeHHoe
KMNCTO3HOE NopaxeHne oTMeYeHOo Npu CMHApPoMe cMexHbix reHoB TSC2/PKD1. B nocneg-
HeM Cnyyae MHOXEeCTBEHHble KUCTbI (BKMOYAA CNIOXHble, C Neperopofkamu 1 npucTe-
HOYHbIMY TUMEPIXOreHHbIMW BKIOYEHUAMN C aKyCTUYECKOW TeHbIO) CoYeTanuncb C Bbl-
paXkeHHbIM YBelInyeHnemM pa3mMepoB noyek, gedopmauen nx KOHTYpOB, KOMNpeccuen
napeHxXMMbl N paHHeN apTepuasibHOWN rmnepTeH3nen, YTo COOTBETCTBYET OMNMCaHHOMY B
MeXYHapOAHbIX CEPUAX TAXKENOMY NOMNKNCTO3HOMY GEeHOTUMY NPU KOHTUHYaNbHbIX Ae-
neumax TSC2/PKD1 [13, 14].

B 3AKJTIOMEHUE

Mopdonornyecknin cnekTp aHrmommonunom u KuctT npu TC y pgetein He TONbKO noa-
TBEPXKAeT pe3y/bTaTbl KPYMHbIX 3apyOeXKHbIX MCCNefoBaHUi, HO U NoAYepPKMBaET 3Ha-
YMMOCTb TEeHeTUYECKOro BapuaHTa MNpW KHTeprnpeTauun YNbTPa3ByKOBOW KapTUHbI.
CoueTaHue TUMUYHBIX OOHOPOAHbIX rnnepaxoreHHbix AMJT ¢ eAMHUYHBIMA NAN MHOXe-
CTBEHHbIMW KNCTaMN MOXET COOTBETCTBOBATb OTHOCUTENbHO 61aronpuATHOMY TeUEHMUIO,
TOrAa Kak BblIBNEHME KPYMHBbIX, CTPYKTYPHO HEOAHOPOAHbIX 1 runepBackynsapHbix AMJI,
a Takxe Taxenoro Anddy3HoOro KMCTO3HOro nopaxeHus, ocobeHHo npu cuHagpome TSC2/
PKD1, yka3biBaeT Ha BbICOKUI PUCK FeMopparnyeckmx oCioXKHEHUM 1 GbICTporo nporpec-
cupoBaHusa XBIM n TpebyeTt 6onee MHTEHCMBHOIO HabnoaeHNA 1 0bCykaeHna Bonpoca o
paHHeM NpUMeHeHUN TapreTHOW Tepanmu.
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Pesiome

Tpom6ouuTo3 (ypoBeHb TpombouuToB >450x10°/n) yacTo BCTpeuaeTca B neguMaTpuye-
CKOI NpakTrKe, 0COOeHHO Yy feTeln 1o rofa. B 96-98% cryyaeB OH ABNAETCA PeakTVBHbIM
(BTOPMYHBIM), BO3HUKAOWMM Ha GOHe MHPEKLUIA, BOCMANTENbHBIX NMPOLIECCOB Pa3fny-
HoW 3Tuonoruun unu geduruuTa xenesa. Jinws B 3-4% ciyyaeB AMarHOCTUPYETCA NePBUY-
HbI (KNOHANbHbIN) TPOMOOLUTO3, 0OYCIOBNEHHbIN MUenonponndepaTMBHbIM 3aboneBa-
HMeM, TaKM KaK 3CCceHLmarnibHas TpombounTemus. B ctaTbe npefcTaBneHbl 4Ba KNvHMYe-
CKUX CNlyYas, JeMOHCTPUPYIOLWUX BAPVAHTbI MEPBMYHOIO U BTOPUYHOrO TpOMOOoLMTO3a.
B nepsom cnyuae y pebeHka 7 neT ¢ runeptpomboumtosom (>1000x10°/n) 6bina BbiAB-
neHa myTauma JAK2 V617F n nopgTBep)KaeH AMArHO3 3CCeHUManbHOW TPOMOOLUTEMAN.
Bo BTOpoM cnyuae y pebeHkKa 2 neT ¢ OTArOLWeHHbIM TPOMOOTUYECKUM aHaMHE30M TPOM-
6ouKrTO3 6bIN 0OYCNIOBNEH Kene3oaedULUTHON aHEMMEN U NMOJTHOCTbIO PerpeccnpoBarn
Ha ¢poHe peppoTepanun. O6cnenoBaHne pebeHKa C TPOMOOLUTO30M AOMKHO HauMHATb-
€A € ncknoyeHus uHdekunii n gedurumta xenesa. OTcyTcTBME 3ddPeKTa OT KOppeKUur
3TUX COCTOAHUI, 0COBEHHO NPy ypoBHEe TpomGoumToB >1000x10%/7, TpebyeT yrny6neH-
HOW ANArHOCTVKM /1A UCKITIOYEeHNA MuesionponrdepaTuBHoOro 3aboneBaHus.
KnioueBble cnoBa: TpoMboUnTO3, AeTH, UHEKUNA, AedULNT Kenesa, Muenonponndepa-
TUBHble 3a60NeBaHNA
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Abstract

Thrombocytosis (platelet count >450x10%/L) is a frequently observed condition in pedi-
atric practice, particularly among infants under one year of age. In 96-98% of cases, it
represents reactive (secondary) thrombocytosis arising in association with infection, in-
flammatory processes of various etiologies, or iron deficiency. Only 3-4% of cases repre-
sent primary (clonal) thrombocytosis which occurs in association with myeloproliferative
neoplasms, such as essential thrombocythemia. The article presents two clinical cases il-
lustrating primary and secondary forms of thrombocytosis. In the first case, in a 7-year-old
child with marked thrombocytosis (platelet count >1000x10°/L), JAK2 V617F mutation
was revealed, confirming the diagnosis of essential thrombocythemia. In the second case,
a 2-year-old child with a history of thrombosis exhibited thrombocytosis secondary to
iron deficiency anemia, which was completely resolved following iron supplementation.
The examination of children with thrombocytosis should begin by excluding infections
and iron deficiency. Persistent thrombocytosis after correcting these conditions, particu-
larly when platelet count is >1000x10%/L, requires further in-depth diagnosis to exclude
myeloproliferative neoplasms.

Keywords: thrombocytosis, children, infection, iron deficiency, myeloproliferative neo-
plasms

B BBEJEHWE

TpombounTO3 onpenensaeTcs Kak COCTOAHME, XapaKTepusylolleeca MOBbIWEHN-
em ypoBHsa TpombouunTos (PLT - platelets) B nepudepuueckoin Kposu Bbile 450x10°/n.
B 3aBUCMMOCTU OT CTEMEHW TAXKECTW BbIAENAT nerkuin (450-700x10°/n), ymepeH-
bl (700-900x10°/n), Takenbiin (900-1000x10°/n) n KpaitHe Taxenbiit (>1000x10°/n)
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TpombouuTo3 y feTeli: BCeraa v oH peakTuBHbIN? KnnHnyeckue cnyyamn

TpombouwuTo3 [1, 2]. B neguatpmyeckor npakTnke TpoMOoLMTO3 BCTpeYaeTca JOCTaTOuHO
4acTo, 0cO6eHHO Ha NepBOM rogy *m3Hu. CornacHoO NUTepaTypPHbIM JaHHbIM, yBeNInYeHne
yrcna TpombouuToB perncTpupyetca y 13% HoBOpOXKAeHHbIX 1 36% AeTeli B Bo3pacTe JO
1 mecsaua [3]. Ba)kHO OTMETUTb, UTO O6LLENPUHATON BEPXHEN FPpaHULbl HOPMbI ANA AeTel
paHHero Bo3pacTa He cyllecTByeT. B KpynHoM amepukaHCKOM UCCiefOoBaHNN, BKIOYaB-
wem 6onee 47 000 geTen NepBbIX 3 MECALLEB KM3HK, ObINO NOKA3aHO, YTO BEPXHASA FPaHu-
LLla HOPMbl MOXKeT JOCTUraTb 750%10°/n [4]. JaHHaA ocobeHHOCTb CBA3aHa C ¢dursnonoru-
yecku 6ornee BbICOKOW KOHLEHTpaumen Tpombonos3TnHa B 3ToM Bo3pacTe [5].

B 3aBMCMMOCTV OT NPUYMHBI BO3HUKHOBEHUA TPOMOOLUMTO3 KnaccuduumpyeTtca Ha
NepBUYHbIA (ABTOHOMHbIN) 1 BTOPUYHBIN (peakTuBHbIN). B nogasnstowem 60MblUMHCTBE
cnyyaeB (0o 96-98%) y peTen MmeeT MeCTO PeakTUBHbIN TPOMOoLNTO3, oBycoBneH-
HbI BO3AENCTBMEM Ha TPOMOOLMTOMNO33 BHEWHUX pakTopoB. OCHOBHBIMU MPUYMHAMM
BTOPMYHbIX TPOMOOLUTO30B ABAAOTCA UHPeKUUN, BocnaneHne, aedbuunt xenesa, ayTo-
WMMYHHblE 1 OHKONornyeckue 3abonesaHuns, TpaBma TKaHElW, FeMONUTUYECKNEe aHeMUH,
acnneHns, BOCCTaHOBMEHNE KONMYeCcTBa TPOMOOLNTOB NOCNE CUMbHOIO KPOBOTEUYEHUS,
BbIXOZ U3 UMMYHHOW TpombouurToneHun. MprunHo peakTMBHOrO TPOMOOLMTO3a MOXKET
ObITb TaKXKe NPMeM HEeKOTOPbIX MeANKaMEHTOB. K HM OTHOCATCA: MIOKOKOPTUKOCTEPOU-
Abl, BAHKPUCTUH, aHTUMUKOTUKK, BUTaMUH B, ,, 5pUTPONOSTUH, aHAPOreHbl, CMMMaToMM-
METVKM (afipeHanuiH), TpaHC-peTMHOEBAaA KMNCII0Ta, arOHUCTbI TPOMOGOMOSTUHOBBIX peLen-
Topos [5-7]. CornacHo HelaBHO ONyb6NMKOBaHHbIM pe3ynbTaTtam 12-neTHuX HabnogeHui
Ha 6a3e OI'bY «<HMUL, AFOU nm. Omutpuna PoraueBa», u3 2428 getell C TPOMO6OLUTO30M
npu NPOBEAEHUN KOMMNEKCHOWN ANAarHOCTUKN B 96,2% cnyyaes Obin yCTaHOBIEH ANarHo3
BTOPUYHOro TpomboLumTo3a. Yawe Bcero (78,3%) NpUUYMHOI CTOMKOro TpombouuTosa
(B TeueHne 2-6 mecaueB) ObINO HanMune o4YaroB MHGEKUUIA (@HMUHBI, TOH3UANKT, 6POH-
XUT 1 T. 4.). B 20% cnyyaeB otmeyvanach xenesogeduumtHaa aHemua (KOA). B 1,7% cny-
yaeB MPUYMHAMK BTOPUYHOTO TpomboLUTO3a ObLIM MPUEM [IOKOKOPTUKOCTEPOMAOB,
CNNEeH3KTOMMA, conuaHble onyxonu. Tonbko B 3,8% cnyyaesB TpoMOoOLMTO3a ANarHocTu-
poBaHa 3cceHumanbHas Tpombouutemuna (3T) [8].

MexaHn3mbl GOpMUPOBaHUA PeakTUBHOrO TPoMOOLMTO3a BapbupylOTCA B 3aBUCK-
MOCTN OT OCHOBHOW MPUYMUHBI U MOTYT BKJ/IlOUaTb MOBbILWEHHYO nponudepauno n/unm
co3peBaHNe MerakaproLuToB, YCKOPEeHHOe BblCBOOOXAeHMEe TPOMOOLIMTOB U/UNKN CHU-
MEHHYI0 X CEKBEeCTPaLUIo, a TakKXe yBennyeHne npoaomkuTenbHOCTH »mn3Hn PLT. Mpwu
peakTUBHbIX TPOMOOLMTO3axX, OBYCIOBNEHHbIX MHOEKUMOHHbIMA 1 BOCMANNTENbHbIMU
npoweccamu, LLeHTPasbHYI0 posib B CTUMYNALMY TPOMOOLMTOMNO33a UrpatoT NpoBocnanu-
TeNibHble UUTOKUHbI: MHTepnenknH-6 (IL-6), IL-1, IL-8 u rpaHynouutapHo-makpodaranbHbIii
KonoHuecTumynupytowmin paktop (GM-CSF) [9]. i3BeCTHO, 4TO TPOMOOLUTOMNO33 perynu-
pyeTca B3aumopgencTamem mexay TpombonostnHom (TPO) n ero peuentopom. MNpu BTO-
pUYHOM TpOMOOLMTO3€e LUTOKMHBI (B 0COBEHHOCTU IL-6) ABNAIOTCA AOMONHUTENbHLIMU
KnioyeBbiIMM MegmnaTopamu. Kpome Toro, yctaHoBneHa Koppenauma KoHueHTpauum TPO
c ypoBHAMmUK C-peakTusHoro 6enka (CPB) [10, 11].

JlocTaTouHO YacTom NPUUYNHON BTOPUYHOro TpomboumrTosa y aeteln (5-20%) asnsaet-
cA peduunT enesa, LWWMPOKO PacnpoCTpaHEHHbIN B BO3pacTe A0 2 NIeT U Yy NOAPOCTKOB.
OedunuunT xenesa NpnBOAMT K NOBbILLEHHON NponndepaLn KNeToK-NpeaLecTBeHHKOB
MMeNonos3a, 1, Kak cneacTaue, HabnaaeTcsa NOBbIWEHVE YPOBHA SPUTPOLIMTOB, TPOM-
60UUNTOB, pexe — nernkouuTos [6, 71.
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Tpomb6oLKMTO3 Nocne CNAEHIKTOMUM U NPY acnieHny 06yCNOBIIEH PONbIO CENe3eHKN B
pacnpegeneHny 1 4ecTpyKumm TpomooumnToB. I3BecTHO, UTO B HOpMe 0KoJ0 35% LMpKy-
NUPYIOLLKX TPOMOOLMTOB CEKBECTPUPYIOTCA B CUHYCax cene3eHKu. [Nocne cnneHskTomum
y 75-82% nayMeHTOB BO3HUKAET TPOMOOLMTO3 C MaKCUMaJIbHbIM KOIMYeCTBOM TPOoMObO-
uMTOB Yepes 1-3 Hegenu nNocsie onepauymn U Hopmanumsaumen B TeYeHNe HECKONbKNX He-
nenb unu mecsAues. B pegkux ciyyasx TPomMOOLMTO3 COXPaHAETCA HECKONbKO NeT. Acnne-
HUA — pedKo BCTpevatolleecs OTCYTCTBME HOPManbHOW GYHKLMU Cene3eHKK, KoTopoe
COMPAXKEHO C MOBbILEHHbIM PUCKOM MHOEKLMI U BO MHOMUX CJTyYasax COMPOBOXAaeTcA
TpombouuTo3om. MprUUMHOM acnneHUun MoryT ObiTb reHeTuyeckue 3aboneBaHuA (CWH-
[POM reTepoTakcmm) Unm HapyLlleHne GyHKLMIN ceneseHKm, HanprumMmep nNpu cepnosuaHo-
KNeTOYHOWM aHeMMM UK Nocse smMO6onn3aLmm CoCyoB ceneseHKu. HekoTopble convaHble
onyxonu (HepobnacTtoMa, paK enyfKka, nerkux, NogXenyfoouHol »enesbl, renatobna-
CTOMa) MOTyT COMpPOBOXAATbCA pPeakTBHbIM TpoMboLuMTo3oM. B page nccnenoBaHui
NPoAEMOHCTPMPOBaHa Koppenaumua TpomboLmnTo3a Npu CoNMAHbIX onyxonax ¢ Hebnaro-
NPUATHBIM NPOrHO30M. 3TO CBA3bIBAKOT C TEM, UTO TPOMOOLUTbLI CNOCOOCTBYIOT MeTacTa-
3npoBaHuto, 06pasya arperatbl C OMYXONIEBbIMU KNIETKaMU Y 3al4MLLasa X OT UMMYHHOTO
Hagsopa [5,7,12].

PeakTuBHbI TPOMOOLMTO3, KaK MpPaBUIO, HOCUT TPaH3UTOPHLIN XapakTep. Konu-
YyecTBO TPOMOOLMTOB OObIYHO AOCTUrAET MKa Ha BTOPOM U TPeTbel Hefene OT Hayana
JencTeuA nposoumpytolero dakTopa. Ha doHe neueHus, HanpaBneHHOro Ha ero NepBo-
HayanbHyI0 NPUYMHY, PeaKTUBHbIA TPOMOOLIMTO3 pa3peLlaeTca U He TpebyeT oTaenbHbIX
Mep, BAMALMX HENOCPEACTBEHHO Ha YMeHbLUEeHKe Yyncna TpomboumTos. OgHako B page
cnyvaeB (kenesofgedunUUTHbIE COCTOAHUA, XPOHUYECKe BOCManuTenbHble U NHbeKLM-
OHHble MPOoLEeCChbl, 3N0Ka4YeCTBEHHbIE OMYXONKN) PeaKTUBHBIA TPOMOOLIMTO3 MOXET nep-
CMCTMPOBATb B TeUEHVE HECKOSIbKNX MECALIEB 1 Jake JIET, Bbi3blBaA AMArHOCTMYeCKne n
TepaneBTUYecKme CoxHocTun [7, 13].

MepBrYHBIA TPOMOOLMTO3 KnaccmbuLmMpyeTca Ha KIOHasbHbIA U HacneACTBEHHbIN
(cemeiHbIn). OH BO3HMKAET NPU Hannumm gepeKToB reMono3TUYECKUX CTBONOBBIX KNETOK,
MerakapvounToB UAn UX NpefLwecTBEHHNKOB Y Mano 3aBUCUT OT BHELLHeEN CTUMYNALWN.
HacnepcTBeHHbIV TpOMOOLUMTO3 HabMlogaeTcsa KpallHe peako. B ocHoBe ero passutua —
repMuHasnbHble MyTaLun B reHax, kogupytowux TPO, ero peuenTtop nnm 3GdeKTopHYo Ku-
Ha3y peLenTopa — AHycKMHa3y-2 (JAK2). C KnMHNYeCKom TOUKM 3peHNA HacnefCTBEHHbIN
TpoMb60OLMTO3 paccMaTpUBaeTCA Kak oOpoKayecTBeHHOE 3abonieBaHMe C NONKIIOHASb-
HbIM reMorno330m 6e3 3HaUUTENBbHOIO PYCKa TPOMBO3IMOOINYECKNX OCNOXKHEHNI [14, 15].

MpuynHOM KNoHanbHOro TpomboumnTo3za Hambonee yacTo ABAAKOTCA MWUENONPOSU-
¢depaTmBHble 3aboneBaHus (MM3): xpoHuyecknin Mmenonerikos (XMJ1), 3T, CTUHHaA no-
nuymtemus (M) n nepsryHbIN Mrnenopudpos (MMO). N3secTHo, uto MIM3 3HaUUTENBHO
Yalle pa3BUBAIOTCA Yy B3POC/bIX NALMEHTOB, O4HAKO MOTYT ANarHOCTMPOBATbCA U B AeT-
cKkoM Bo3pacrTe. Tak, 3abonesaemocTtb 3T 1 XMJ1 coctanset ot 0,1 (3T) go 0,6-2,2 (XMJ1)
cny4yas Ha 1 MIH AeTCKoro HaceneHua B rog [8, 16]. MI3 xapakTepusyoTca KNoHanbHOM
nponundepaunen B OGHON UM HECKONIbKMX reMOMO3TUYECKUX TMHMAX. KNMHNYECKN OHN
npoaAsnAlTCcA TpoMboremopparnyeckum CUHEPOMOM, MUKPOCOCYANCTbIMI HapyLleHNsA-
MM, a TaKXe Nienkemmnyeckon nnun ¢nbposHon TpaHcpopmaumein. lnarHo3 MI3 ocHoBbI-
BaeTCA Ha pesyfibTaTax LIUTONOrMYeCcKoro, rmcToIornyeckoro  MoneKynapHo-reHeTmye-
CKOro MeToloB nccnepgoBaHui [17, 18].
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Takum o6pa3om, NpUUMHbI TPOMOOLIMTO3a Y AeTell JOCTaTOYHO pa3HoobpasHbl. Ecnm
peyb MAEeT 0 HOPMarbHO pa3BuUBaloLLEMCA pebeHKe, y KOTOPOro N30NNPOBaHHbIN TPOMOO-
LMTO3 6bIN BbIABNEH B NEPBOM NOMYrOANM XIN3HW, MOKa3aHWi ana yrnybneHHoro obcneso-
BaHUA HeT. TpomboLMTO3 B Honee cTapluem Bo3pacte TpebyeT yCTaHOBNEHUA BO3MOMXHOMN
npuunHbl. Ecnn aHamHes 1 06bekTrBHOe obcneloBaHME He [aloT pe3ynbTaToB, BblABMA-
IOLMX MPUYMHY TPOMOOLIMTO3a, HEOOXOAMM KOHTPOSb YPOBHA TPOMOOLWTOB B AUHAMU-
Ke, ypoBHa ¢ubpurHoreHa u cbiBopoTouHoro depputnHa, CPb. Konnuectso TpomboLmToB
[OJIXKHO HOPManu30BaTbCA B TeUEHUE HECKOJbKIKX AHEe nocne Koppekummn 6a3oBoi npu-
UMHBbI, Bbi3BaBLLeN TpombouwnTos. bonee gnutenbHoe nosbiweHre PLT roBopuUt o HeBbl-
ABNEHHOW Npobneme, TakoW Kak nepcucTmpytowas MHPeKUMa, XpoHNUYecKoe BocnaneHme
(peBMaTOMaHBIN apTPUT, BOCManuTeNbHble 3aboneBaHNA KMLIEYHWKa, TybepKynes n ap.).

B nnddepeHumnanbHom AnarHOCTKe NePBUYHBIX Y BTOPUYHBIX TPOMOOLUTO308B 60/1b-
Wwoe 3HayeHue MMeloT nabopaTopHble AaHHble. lNpyu peakTMBHOM TpombouuTo3e, Kak
NpPaBuo, KONMYECTBO TPOMBOLIMTOB He npeBsbiwaeT 1000x10°/n, 1 pucka TPoMb60308 1
remopparuii obblYHO He Habnopaetcs. KpaiiHe Takenbilt (>1000x10°/n) TpomboLMTO3
6onee TUNMYeEH ANA NePBUYHOIO TPOMOOLUTO3a, CONPOBOXKAAETCA YBENYEHNEM PUCKA
TpomboreMopparmyeckmx 0CiIoXHeHn, ocobeHHo npu Hannuumn M3, n yacto Tpebyet
nevenwus. MNpu peakTMBHOM TpomboLNTO3e 0ObIYHO HabnoAaeTcA NOBbILEHNE KOHLIEH-
Tpauun mapkepos BocnaneHusa: CPb, ¢nbpuHoreHa, yBennueHme cCKoOpocTy ocefaHus
3putpoumToB [7]. YpoBeHb naktatgerngporeHassl (J14I) npu peaktuBHom TpomboLnTo3e
B Npepaenax HopMbl UV HE3HAUUTENBHO MOBbILWEH. [AnA nepBuUYHOro TpoMboLMTO3a, Kak
W AnA Spyrmx OHKOremaTosiormyecknx 3aboneBaHuin, XxapakTepHo 3HaunTeNIbHOe yBenu-
yeHve 3HayeHW JaHHOro nokasatens. Mpu n3onupoBaHHOM runepTpomMboLMTO3Ee UMK
npu coyeTaHUn TPomboUUTO3a C APYrMU M3MEHEHUAMU reMorpaMmbl (3pUTPOLINTO3,
NerKoLmnTo3 CO CABUIOM NenKouuTapHon Gopmynbl BNeBo) HeobxoAnMO npoBefeHne
MOJIEKYNAPHO-TEHETUYECKOrO MCCIefoBaHNA Af1A BblABAEHUA ApaniBepHbIX MyTauui
B reHax JAK2, MPL u B reHe, kogupytouwem KanbpetnkynuH (CALR), xapakTepHbix ans
Ph-HeraTtuHbIx MI13. Mpu nogospeHun Ha XMJ1 monekynapHoO-reHeTu4eckoe ncciefoBa-
HUe BbINOHAETCA B MOMCKax XxmmepHoro reHa BCR/ABL, naTorHOMOHMYHOro AnA AaHHOro
3aboneBaHuA. [py OTCYTCTBUM YKa3aHHbIX MyTauui (y feten B 75% cnyyaes npofemoH-
CTpUpOBaHa «TPOWMHasA HeraTMBHOCTb» Npu Ph-HeratusHbIx MIM3) 1 KNHNKO-NabopaTop-
HbIX MPU3HaKax, CBUAETENbCTBYIOLLMX O BO3MOXXHOM M3, TpebyeTca BbinonHeHWe Tpena-
HobKMonCcKMM KOCTHOro Mo3ra. lmctonornyeckoe nccnefoBaHre TpenaHobronTaTta NO3Bo-
naet guarHoctuposaTb M3 n BepudurLmposaTb Ho3onornyeckyo popmy [19].

CBoeBpemMeHHOe BbifiBfiIeHVe TPOMOOLMTO3a, YCTaHOBNAEHWE ero NpuUuHbl u andde-
peHUMpPOBaHHOE fleYeHre YMeHbLLAT BEPOATHOCTb Pa3BUTMA COCYANCTbIX OCIIOMKHEH WA,
YAy4LLaloT MPOrHO3 U KaueCTBO XM3HW NauneHToB. XOTA PUCK TPOMOOTNYECKUX COObITUI
y feTel C NepBMUYHbIM TPOMOOLIMTO30M HIXE, YeM Yy B3POCIIbIX, HabnogeHNa nokasanu,
yTO B TeueHue 6 nety 3,4% peten ¢ 3T n myTaumamm JAK2 passunncb Tpomb603mbonmye-
CKNe OCJIOXKHEHWSA, TaKkne Kak TPOM603 BEHO3HOrO CMHYCa rofIOBHOrO Mo3ra 1 CMHAPOM
bapgaa - Knapw [20].

B KJIMHWYECKWE HABJTIOOEHWA

MaumeHT A., 7 neT, NOCTYNWN B OHKOSIOIMYeCKOoe reMaTonormyeckoe otaeneHve ana ge-
Tern 21.01.2021 B CBA3U C M3MEHEHMAMM B 06LLIEM aHaNU3e KPOBU (NENKOLNUTO3, TPOMOO-
LMTO3), KOTOpble BNepBble b1 BbiABNEHbI B HOA6pe 2020 roga npu NpodunakTnYeCcKkom
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ocmoTpe. PebeHok npoxoann obcnefoBaHUe 1 fieyeHne B PaiOHHON AeTCKON 60MbHULE,
Habniopganca rematonorom ambynatopHo. Monyunn Kypc aHTMbaKTepmanbHON Tepanuu.
MepeHec COVID-19 B sHBape 2021 roga. locnutanusnposaH Ana foobcnenosaHns B CBA-
31 C coxpaHalwmMmca TpomboumToszom (>1000x1 0°/n).

M3 aHamHe3a »KM3HW: poawca 340pPOBbiM, AOHOLWEHHbIM. Bec npu poxgeHum -
3600 r. MNpusut nNo KaneHpapto. NMepeHeceHHble 3aboneBaHMA: NPOCTYAHble. Anneproa-
HaMHe3, HaCcNeACTBEHHOCTb He oTAroleHbl. CocToaHMe Npy NOCTYNNEeHNN YAOBIeTBOPU-
TefibHOe. B comaTnyeckom cTaTyce KNMHUYECKN 3HaUMMbIX OTKOHEHWI HE BbIABJIEHO.

Pe3ynbTaTbl nabopaTopHbIX NCCNefOBaHNIA, BbINMOMHEHHbIX 3a Nepuof rocnuTtanmsa-
umn € 21.01.2021 no 29.01.2021. O6wmit aHann3 KPoBW: NelikounTbl — 10,7x10°/n, 3puTpo-
unThl - 5,23%10"%/n, remaToKpuT (HCT) - 42,4%, MCV - 81,1 fl, MCH - 25,5 pg, remorno6uH —
134 r/n, TpomboUNTbI — 1208%10°/n, MPV - 6,89 fl, CO3 - 4 mm/u. B nenkounTapHom
dopmyne BbiABNEH HE3HAUUTENbHBIN CABUT BNEBO: MuenouuTtbl — 0,5%, NnanoukoagepHble
HenTpodunbl — 1,5%, cermeHToAaepHble HenTpodunbl — 65,0%, 303mMHOGMNLI — 0,5%,
6a3odpunbl — 0,5%, moHoUMTbl — 6,0%, NMdounTbl — 26,0%. BroxMmnyecknii aHanus Kpo-
BW: MoyeBasa Kucnota — 0,25 (0,15-0,37) mmonb/n, CPB - 0,2 mr/n, 6unnpybuH obwmin —
10,8 MKMOSb/N, acnapTatammHoTpaHcdepasa (AcAT) — 27 Ea/n, anaHnHammHoTpaHcdepa-
3a (AnAT) - 12 Ea/n, KpeaTuHKMHaza — 48 Ea/n, NAOI - 242 En/n, epputnH — 36 MKr/n.
Mpu ynbTpa3ByKoBOM MCCNIeJOBaHNM OPraHOB GPIOLWHON NMONOCTU BbIABNEHO HE3Hauu-
TeNnbHOe yBeInyeHne pa3smeposB ceneseHkmn: 9,1x3,7 cm.

YunTblBas Hanuume rmnepTPoMoO0oLMUTO3a, 661110 3anogo3peHo MIM3. MNpoBeaeHbl LUTO-
nornyeckoe, UMToreHeTu4eckoe 1 MoneKkynapHoO-reHeTUYeCKoe NcCnefoBaHNA KOCTHOroO
Mo3ra 1 nepudepuryeckon Kposu. Mmnenorpamma: 6nactHble Knetku — 2,6%, npomMmuenoyu-
Tbl — 0,8%, MuenouunTbl — 11,2%, MeTammenoumnTbl — 5,8%, HENTPoPUIbI NanoYKoaaepHbIe —
18,8%, HelTpodunbl cermeHToAfepHble — 20,2%. Obwee copgepkaHne HENTPOPUNIbHBIX
3N1eMeHTOB - 56,8%. bazodunbl — 0,4%, 303nHOPUbI — 1,4%, MOHOLUTBI — 5,4%, numdo-
unTbl — 18,2%, nnasmatmnyeckme knetkun — 0,2%. Cymma KneTok spuTponoasa — 15%. Konu-
YyeCTBO MerakapuoumToB B NnoJsie 3peHna — 2-5-7. Jleko-3putpobnactmyeckoe oTHoLle-
Hue - 5,5:1. VIHgeKc co3peBaHnAa HelTpodunos — 0,5. IHAEKC co3peBaHnA 3pUTPOKapK-
ouunToB - 0,7. KonnuyecTso merakapmnountos — 40x1 0%/n, MWenoKapmoumnTos — 61x10%/n.
3aknoueHre: NyHKTaT KNeToYHbIN. TpomMOoLUTbl nexaTt 60nbLUMMU CKOMAEHUAMMU.

LinToreHeTnuyeckoe nccnegoBaHme KNeTok KOCTHOMO MO3ra YACNOBbIX U CTPYKTYPHbIX
N3MEHEeHNI XPOMOCOM He BbIABUO. Takxe Mpu MoseKynapHo-bruonornyeckom mccne-
[I0BaHNM KOCTHOro Mo3ra He 6bl1o 06Hapy»eHo aHomanbHoro reHa BCR/ABL P210, uto
no3ssonuno nckaountb XMJ1. Mpy MmonekynapHo-reHeTMYeCcKkoM uccnepgoaHum nepude-
puyeckon KpoBW ycTaHoBneHa mytauma reHa JAK2 V617F. YtouHutb BapuaHT MIM3 no-
3BOJINNO FNCTOJIONMYECKOE UCCNIefoBaHNe KOCTHOrO Mo3ra. OnncaHme rmcTonornyeckom
KapTUHbI: KOCTHbIN MO3I KNIETOYHbIN, >KNPOBOW TKaHN okono 30-40%. KpacHbiln poCcToK B
BMAE OYaroBbIx CKoMneHui, 6e3 Npu3HakoB MeranobnactonagHocTy, 6e3 nepepacnpeqe-
NeHnA 1 rmnepnnasnn, He pacwnpeH. IpaHynoumnTapHbIN POCTOK C Bbi3peBaHWEM, C Bbl-
pakeHHbIM 3pesnibiM nyniom. MerakaprouuTbl B KonnyecTse Ao 30 B nakyHe, NoNnMMopoHbI,
C ponbyaTbiMy Agpamm, pacnonoxeHol anddysHo, ¢ bopmupoBaHueM KpYMHbIX PbIXbIX
cKonyieHun, ¢ amnepuronosnesom. Pubposa HeT. 3akntoueHne: mopdonormyeckas KapTmHa
6onee COOTBETCTBYET 3CCEHLMANbHOM TPOMOOLUTEMUM.

MNoka3aTenu Koarynorpammbl: akTMBMPOBaHHOE YacTUYHOe TpomMOoNnIacTMHOBOE Bpe-
mA (AYTB) - 43,0 ¢, dpubpuHoreH — 2,3 r/n, TpombrnHosoe Bpems — 19,0 ¢, MHO - 1,25,
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BOJIYAHOUHBIN aHTUKOoArynaHT — 0,93 (oTHoLEeHWE), aKTUBHOCTb MPOTPOMOUHOBOIO KOM-
nnekca (no Keuky) — 0,66, akTBHOCTb dakTopa BunnebpaHga — 49%, aHTureH daktopa
BunnebpaHpa — 51%, aktneHocTb VIl KoarynaumoHHoro dakTopa — 56%. Arperauma Tpom-
6ounTtoB c AI® 1 TpOMOUHOM — B Mpefenax HopMasbHbIX 3HauyeHui. M3BecTHo, uto 3T
MOKeT NPOABNATLCA reMopparnyeckum CUHAPOMOM 3a cyeT TpombouuTonaTMm 1 npu-
obpeteHHoro geduumta daktopa BunnebpaHga. YuntbiBaa BbiABNEHHOE YAJIMHEHMWE NO-
ka3atena AYTB npu nHnumnanbHOM AnarHoCTuKe, NPOBOANSICA MOHUTOPUHT NoKasaTenen
Koarynorpammbl B fUHaMK1Ke. VI3MeHeHnin CO CTOPOHbl BTOPUYHOIO remocTasa He BblfiB-
neHo. Takxke 3a BeCb Nepmnog NepBon rocnutannsaumn 1 npu AanbHenwen gncnaHcepu-
3aUun KNMHUYECKN reMopparmyeckoro CMHApoMa He Habnoaanoco.

Ha ocHoBaHWMM NonyYeHHbIX Pe3ynbTaToB B COOTBETCTBUN C KPUTEPUAMM ANArHOCTUKN
M3 (BO3, 2016 r.) BbICTaBNEH 3aKOUUTENBHbIN KIMHNYECKU AnarHos: muenonponunde-
paTuBHOe 3aboneBaHue: scceHUManbHan TpoMmbounTemns, XxpoHuyeckas dasa, JAK2+.

B HacToAwWwMn MOMeHT nauneHT HabniofaeTcAa OeTCKMM reMaTonoroM ambynaTopHo.
B kauecTBe LMTOpPEYKTUBHOW Tepanum nonyyaeT nHTepdepoH anbda 6 mnH ELl nogkox-
Ho 3 pasa B Hegento. [1na npodurnakTUKM NUPOreHHON peakummn 3a 1 yac Ao BBeAEHUA U
yepes 3 yaca nNocne HasHayvaeTcAa napaueTtamon 500 mr BHYTpb. lauueHT nepeHocnT Tepa-
nuto YAOBNETBOPUTENBHO, MOOBOUHBIX peakLunil He JOKYMEHTUPOBAHO.

B npepcTtaBneHHOM KNUHMYECKOM ciiyyae y pebeHKa NpuyrHon TpomboumTo3a CTa-
no MI3, accounnpoBaHHOe C HOCUTENbCTBOM MyTaumn reHa JAK2. JaHHbIN KNMHWYECKNI
c/lyyal npuMevaTeneH Tem, YTo B OTCYTCTBIME Xanob naumneHta Habnoganca runepTpom-
60UKMTO3, pacLeHeHHbIV NHMLMaNbHO Kak BTOPUYHbIN 1 fanee NoaaepKMBaemblii Npruco-
efMHUBLLENCA BUPYCHOW UHPeKUmnen. OgHaKo BbiCOKMe Lndpbl TPOMOOLUTOB He TUMNY-
Hbl ANA peakTuBHbIX popm. Cnyyai 4EMOHCTPUPYET pefKoe AnA 4eTCKOro Bo3pacTa Kio-
HanbHoe 3aboneBaHme. ONacHOCTb 3CCeHUMaNbHON TPOMbBOLUTEMUN, aCCOLUMMPOBAHHON
¢ HocuTenbcTBoM JAK2, 3akniouaeTca B pucke Tpomb60308. Heobxoaumo oTmeTuTb, UTo
OfHO TONbKO HocuTenbcTBO JAK2 HeceT B cebe MPOMEXYTOUHBIN PUCK TpombOo3a He3a-
BMCUMO OT fpyrux ¢akTopos. B acnekTe rematonornyeckoro nporHosa nauueHTsl ¢ 3T
Npwv ageKBaTHOM JIeYeHN UMEIOT HOPMaJSTbHYI0 MPOAOIKNTENIbHOCTb KU3HW, CPaBHUMYIO
c obuien nonynayuen [19, 20].

MauwueHT B., 2 roga. Habnoganca y 4eTckoro remaTosiora C pOXXaeHus B CBA3N C nepe-
HeceHHbIM TPOM60O30M 1 YCTaHOBNIEHHOW BPOXAEHHON Tpombodunmen (rerepo3nrotHan
MyTauua reHa npoTpomburHa G20210A). Npu nnaHoBOM ocmoTpe B 0bLLeM aHann3e Kpo-
BV BblAB/IEHbI: TPDOMOOLNTO3, NENKOLUTO3, aHEMUA MUKPOLMTapHasA F’MNOXPOMHasA Nerkon
cTeneHn TaxecTu. Kanob co CTOPOHbI poguTenei He 6bino. V3 aHamHe3a 3aboneBaHus
N3BECTHO, YTO BrepBble TPOMOOLIMTO3 OblT BbiABMIEH B BO3pacTe 6 MecALEeB, Korga npu
NNaHOBOM OCMOTPe YpOBeHb TPOM6OLUTOB cocTaBun 540x10°/n. YunTbiBas oTcyTCTBUE
OPYrMx U3MEHEHWN CO CTOPOHbI 06LLEero 1 6MOXNMMMNYECKOrO aHaNIM30B KPOBU, BO3pacT
pebeHKa, a TakKe MepeHeCeHHyl HakaHyHe BMPYCHY MHOeKuuio, TpomboLmTo3 Obin
pacueHeH Kak BTOPUYHbINA. B TeueHme nonyTopa neT K rematonory He obpatianuce. Mpu
ocmoTpe y neguatpa undpbl TPOMOOLIMTOB, a Takke ApYrux nokasaTenei Kposu 6bin B
npegenax HoOpManbHbIX 3HauUeHWN. PebeHOK HanpaBneH K remaTonory A niaHoBoro oc-
MoTpa.

M3 aHaMHe3a u3Hu: pebeHoK oT 1-11 6epeMeHHOCTM OT MaTepu C CaxapHbIM frnabeTom.
Popunca B cpoke 40 Hepenb. Bec npu poxaeHun — 4560 r. InarHo3 npu poxaeHnn: BHy-
TpuyTpobHaa nHdekuma. CUHOPOM HOBOPOXAEHHOTO OT MaTepy C caxapHbiM ArabeTom.
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Ha 6-e cyTKn Xn3Hu pebeHKa Npu NpoBeAeHUN YNbTPa3BYKOBOIo UCCeA0BaHNA OpPraHoB
OPIOLLIHON NOMOCTM AMAarHOCTMPOBAH TPOMOO3 BepXHeEl Moo BEHbI C PacnpoCTpaHeHU-
em B npaBoe npepacepaue. MNpn obcnenoBaHnK BbiiBNEHa BPOXAeHHaA Tpombodunus:
reTepo3nroTHasa MyTauma reHa npoTpom6uHa G20210A. PebeHOK nonyyan HU3KOMOJEKY-
NAPHbIe renapyriHbl B TepaneBTUYeCKUX 4o3ax B TeueHre ofgHoro mecaua, 3ateM B npodu-
NaKTUYeCKMX fo3ax B TeyeHve 5 mecaAueB. JoCcTUrHyTa NnonHas pekaHanmsauus Tpomoa.

Mpn 06bEKTVBHOM OCMOTpE Ha MOMEHT obpalleHua K rematonory 29.09.2025 y pe-
6eHKka oTMeuvanacb 61eJHOCTb KOXHbIX MOKPOBOB U BUANMbIX CM3UCTbIX. Neprdeprye-
cKue numdatrnyeckne y3nbl, NeveHb, cenie3eHka He yBenudeHbl. O6WMiA aHann3 KpoBu:
nenkounTsl — 22,8x10%/n, SpUTPOUUTDI — 4,04%x10"/n, remorno6buH — 95 r/n, remaTtokpuT
(HCT) - 34,3%, MCV - 71 fl, MCH - 23,4 pg, TpombouuTbl — 677x10°/n, MPV - 5,1 fl. Jleliko-
uutapHasa opmyna: nanoykoagepHble HenTpodunbl — 1%, cermeHToAgepHbIe HENTPobU-
nbl — 45,5%, 303nHodunbl — 1%, 6a3opunbl — 0%, MoHOLUTBI — 6,0%, numdounTbl — 46,0%,
nnasmaTtnyeckme knetkn — 0,5%, CO3 - 11 Mm/u. bBruoxmmnyecknin aHanmn3 KPoBU: Moye-
BasA kucnota — 0,28 mmonb/n, CPB - 1 mr/n, GunupybuH obwmin — 12,8 mkmonb/n, AcAT —
40 Ep/n, AnAT — 22 Ep/n, AT - 320 Ep/n, depputuH — 11 mkr/n. MpoBegeH KOHTPOsb Mo-
KaszaTefiell BTOpMYHOro remoctasa: AYTB - 32,8 ¢, dnbpuHoreH — 3,2 r/n, TpombrnHoBOE
Bpemsa — 20,0 ¢, MHO - 1,0, akTuBHOCTb NPOTPOMOMHOBOrO Komnnekca (no Keuky) — 100%,
D-gnmepsbl — 120 Hr/mn.

YcTaHOBNEH OCHOBHOW AnarHo3: BpoxaeHHasa Tpombodunna: myTaLma reHa npoTpoM-
6uHa G20210A, reTepo3nroTHbI BapuaHT. OCNOXHEHNA OCHOBHOIO AMAarHo3a: TPOM-
603 BEepPXHEeN Nosio BEHbl C pacnpocTpaHeHeM B NpaBoe npeacepamne (ot 16.11.2023).
ConyTCTBYOLWUIA AMaArHo3: enesoaeduunTHaa aHeEMMUA NIETKON CTENEHU TAXeCTU, CMme-
LIaHHOro reHe3a. PeakTVBHbIV TPOMOOLUTO3.

B nnaHe neyeHus HasHaueHbl: gUNMpuZamon 3 Mr/Kr B TeuyeHve 3 Hegenb; npenapar
[IBYXBaJIEHTHOrO IMIOKOHaTa »enesa B umakon dopme (B coueTaHUN C Mefbo U MapraH-
uem) 13 pacueta 5 mr/kr. KoHTponb nokasatenei nepudepuyeckon KpoBu NpoBeseH ye-
pe3 2 Hegenn. OTMeyeHa NONOXNUTENbHAA AMHaMUKa: CH/XeHre TpoMbounTo3a v nen-
KoLWTO3a, HOpManu3auua ypoBHA remornobuHa. O6wuin aHanms Kposu ot 15.10.2025:
nenkoumTbl — 14,8x10%/n, 3putpounTsl — 4,04x10%/n, remorno6un — 110 r/n, HCT - 33,3%,
MCV - 71,5 fl, MCH - 23,6 pg, peTukynouutsl — 2,75%, TPOMOOLUMNTbI — 525x10°/n, MPV -
6,46 fl. NeiikounTapHas dopmyna 6e3 ocobeHHOCTeN. BUOXMMMYECKNIA aHanNM3 KpoBK
ot 15.10.2025: CPb - 0,2 mr/n, 6unmpy6uH obwwmii — 5 mkmonb/n, AcAT — 40 Ea/n, AnAT -
20 Eg/n, NAT - 308 Eg/n, moueBnHa — 4,6 MMOb/N, KPeATUHWH — 27 MKMOJb/A, FN0KO3a —
3,9 Mmonb/n, o6wmin 6enok — 67 r/n, xxeneso — 12,1 MKkmonb/n, ¢epputunH — 14 MKr/n, 06-
LLasA XKene3ocBA3blBatoLLaa CNOCOBHOCTb CbIBOPOTKN — 77,87 MKMONb/N, TpaHCcheppuH —
3,1 r/n, HacblweHne TpaHcdeppuHa xenesom — 16%.

PekomeHnoOBaHO MPOAOMXUTL MPUEM FMIOKOHaTa Xene3a B NpexHem pexnme. KoH-
Tponb NabopaTopHbIX NoKasaTenemn yepes 2 Heaenn NPOLEMOHCTPUPOBaN HopManu3a-
LU0 YPOBHA TPOMOOLMUTOB 1 NIEMKOLMTOB, NPUPOCT FeMOrnobunHa, CHUKEHNE MUKPO-
LM1TO3a U F’MNOXPOMUM SPUTPOLMTOB, yNyuLleHre NoKa3aTene obmeHa xenesa. O6wmn
aHanu3 Kposw oT 31.10.2025: nenkouuTbl — 10,1x10°/n, sputpounTbl — 4,93x10%/n, re-
mMornobuH — 115 r/n, HCT - 38%, MCV - 77 fl, MCH - 23,4 pg, TpombouunTbl — 395x10°/n,
MPV - 5,56 fl. JleiikounTtapHaa popmyna — B npefenax HopmasbHbIX 3HaUeHWIA: nanoy-
KoAfepHble HENTPoPUbl — 2%, cermeHTosAepPHble HenTpodunbl — 31,0%, 303UHOPUIbI —
3%, 6a3odpunbl — 0%, moHouUTbl — 7,0%, numdoumnTbl — 57,0%. Brioxnmmnyecknii aHanus
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kposu: CPB — 1,5 mr/n, 6unmpy6uH obwuin — 6,2 mcmonns/n, AcAT — 44 Epn/n, AnAT - 20 Ea/n,
JIAI - 344 Ep/n, moyeBUHa — 5,6 MMOSb/N, KpeaTMHUH — 31 MKMOSb/, FNoKo3a — 4 MMOnb/n,
ob6wWwmin 6enok — 65 r/n, xeneso — 9,1 MKMonb/N, eppUTUH — 23,5 MKr/n, obLas xeneso-
CBA3bIBaOLLAA CNOCOBHOCTb CbIBOPOTKM — 67,07 MKMONb/N, TpaHcdeppuH — 2,67 r/n, Ha-
colleHne TpaHchepprHa xene3om — 16%. PekomeH[0OBaHO NPOJOIKNATL NPUEM [IHOKO-
HaTa Xefne3a B NofJepuBaloLLeit Jo3e 3 Mr / KI Maccbl Tena B TeueHmne 3 MecsLeB.

JaHHbIN KNMHWYECKUI cilyyail npeacTaBnsaeT ofHy U3 pacnpoCTPaHeHHbIX MNPUYMH
peakTuBHOro TpombouunTo3a y geter — geduuut xenesa. [pobnema gednunTa xenesa
OCTaeTCA aKTyaslbHOW B nepmaTpuyeckon npakTtnke. OcobeHHO el noABepeHbl JeTu B
Bo3pacTe Jo 2 net. Begywmmun npuunHamm gedumta xenesa ABNAITCA HENPaBUIbHOE
BCKapMMBaHUe 1 NoBblleHHasA NoTPebHOCTb B JaHHOM MUKpo3anemeHTe. CnegyeT Tak-
e oTMeTUTb 3dpPpeKTUBHOCTL Tepanuu XKIA rnokoHaTOM Xese3a. [JaHHbI npenapaT Bbl-
6paH C yueToM BbICOKOW cTeneHn abcopbummn ABYXBaNeHTHOro »enesa u xugkon dop-
Mbl, MO3BONALLEN NErKO JO3UPOBaTb CYyTOUHYIO 03y 3/IEMEHTAaPHOrO »enesa And aeten
noboro Bo3pacTa. KombMHaLMA opraHMYecKor Conm ABYXBaNEHTHOrO »ene3a C Mefibio U
MapraHuem no3sosaeT 6bICTPO KynupoBaTb aHEMIIO 1 BOCMOJTHUTb 3anachl xene3a [21].
OnurcaHHbIN KNMHUYECKWIA CllyYal NPOAEMOHCTPUPOBa 6bICTPbIV OTBET Ha leYeHUe rto-
KOHaTOM >Kefne3a, YTo OTparkasiocb Ha HOpManM3aLuu YpOBHA reMornobuHa yxe yepes
2 Hepenw Tepanum 1 NOHOWM HOPManu3aumm ypoBHA TPOMOOLINTOB 1 NENKOLUTOB Yepe3
4 Hepenw.

Ocob6eHHOCTbI0 AaHHOrO Ciyyan ABNAETCA TakkKe aHaMHe3 MaLWeHTa, OTATOLEeHHbIN
no TPOMBOTUYECKUM COOLITUAM. HeCMOTPA Ha ANAarHOCTUPOBAHHYIO BPOXKAEHHYO TPOM-
60drnuto, C yueTom NOBTOPHOTO NOBbILLEHWA TPOMOOLIMTOB, HANNYMA NENKOLNTO3a Heflb-
37 6b110 NcKNtoUUTL M3, MpaKTyecKnin onbiT PaboTbl ¢ NALMEHTaMK C TPOMOO3aMm No-
Ka3blBaeT, UTo Jax<e nNpu Hanuumm Tpomb0dMINK BbICOKOro pUcKa (Hanpumep, ABOMHanA
reteposurota no Fll n FV) n HecnpoBounpoBaHHOIO TPOMOGOTYECKOrO 3NN304a aTUMNNY-
HOW nokanmsauuu cnegyet ucknioyatb MIM3. OgHaKo JaHHbIN KNWHWYECKWIA CyYai Npo-
[EMOHCTPUPOBA BTOPUYHbIA TpoMboLMTO3 Ha ¢oHe KA C nosHOM ero Koppekuunen
yepes 4 Hegenv Ha GoHe peppoTepanuun.

B 3AK/TKOYEHUE

MNpepcTaBneHHble KNMHUYECKME HabnogeHNa AeEMOHCTPUPYIOT HEOBXOAMMOCTb TLa-
TenbHoW auddepeHumnanbHOM AnarHoCTUKN TpomboLmTosa y aetei. [epeHeceHHas WH-
dekunsa n geduumnT xenesa — Hambosiee YacTble NPUYMHBI BTOPUYHOIO TPOMOOLMTO33,
MO3TOMY WX UCKIOYEHMEe AOMKHO 6biTb NepBbiM 3Tanom obcnenosaHusA. Ha ¢oHe Kop-
pekummn geduumnTa Kenesa ypoBeHb TPOMOOLMUTOB 0ObIMHO HOpManM3yeTca B TeueHue
mecAua. BmecTe ¢ Tem npu oTcyTcTBMM 3ddeKTa oT Tepanmm, 0CO6eHHO Npu rMNepTpom-
6oumTo3e (>1000%10%/n), cnepyet 3anogo3putb MI3 1 nposecTtn yrnybneHHoe obcneso-
BaHWe, BKloYalollee monekynapHo-reHeTnyeckne Tectbl (JAK2, CALR, MPL, BCR/ABL) n
TPEenaHobMOoncuio KOCTHOro Mosra. CBoeBpeMeHHas BepupuKkauma gruarHosa no3soauT
npepoTBPaTUTh TPOMOOTUYECKIME OCNOMKHEHNA 1 BbIGPATb aieKBaTHYIO TaKTUKY NleyeHuns,
UTO CYLLEeCTBEHHO B/IMAET Ha MPOrHO3 Y KauecTBO XMN3HWU NaLNeHTOB.
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Pesiome

CvHgpom KoaHa (CK) — pefikoe ayTOCOMHO-peLecCUBHOE MYNbTUCUCTEMHOE 3aboneBa-
Hue, Bbi3blBaemoe GuannesibHbiMy MyTaumamu reHa VPS13B 1 xapakTtepusylouleeca 3a-
[EepPXKKOW Pa3BUTUSA, YMCTBEHHOWN OTCTANOCTblO, HEUTPOMEHKen, AUCMOpGU3IMOM NnLLa,
oXUpeHmem 1 odTanbMONIOrMUYeCKUMY HapyLeHnAMK. B cTaTbe npefcTaBneH KanHuWYe-
CKNin cnyyam 12-neTHen 4eBOYKM, MOCTOAHHO MPOXKMBAIOLLEN B 30HE pafMOakTUBHOIO 3a-
rpsA3HeHUs BCNeACTBrE aBapum Ha YepHobbinbckoi ADC, y KoTopon guarHoctupoBaH CK
Ha OCHOBaHMM COBOKYMHOCTY KIIMHUYECKMX AaHHbIX, Pe3YNbTaTOB MOIHOMEHOMHOIO CEK-
BEHVIPOBAHWA U YNBTPACTPYKTYPHOro aHanu3a ¢rnbpobnactoB Koxu. Ha paHHUx 3Tanax
[leBOYKe OLINOOYHO BbICTABMAANMNCH AMArHO3bl CNAcTMYECKOro LepebpanbHOro napanvya
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1 MMOMNATMYeCKOro CUHAPOMa, YTO BbiNo CBA3AHO C HeCNeUnPUUHOCTbIO CUMMITOMOB (ru-
NOTOHMA, 3afiepPXKKa NCMXOMOTOPHOIO Pa3BUTUA, aTaKcUecKasa NoXofKa) U OTCYyTCTBUEM
YeTKMX KNNHUKO-gmarHoctuyecknx Kputepues CK. MonHoreHoMHoe ceKBeHMpOBaHUe
NO3BONMO BbIABUTb 2 reTepo3nroTHble NaToreHHble MyTauun B 3K30Hax 40 1 57 reHa
VPS13B, dopmumpytowme KomnayHa-reTepo3nuroTHoe COCToAHMe, TorAa Kak paHee o6Ha-
py>eHHble BapuaHTbl B reHax SEPT9 1 SON 6binu pacueHeHbl Kak HECOOTBETCTBYOLNE
deHoTMNy naumeHTKN. VIMMyHO(NYOpPEeCLEHTHbIN 1 3NeKTPOHHO-MUKPOCKONUYECKUN
aHanu3 ¢pmbpobnacToB NPOAEMOHCTPMPOBan xapakTepHble Ana CK HapylweHusa mopdo-
noruu annapata lonbgxu (dparmeHTauma 1 paclipeHne GUKTUOCOM), YTO MOCNYXKMO
[0NoNHUTENbHbIM GYHKLMOHaNbHbIM KpuTeprem Bepudukauum guarHosa. O6cyxpatorca
deHoTMnNnueckan BapuabenbHocTb CK, 3BONOLMNA KIMHUYECKNX ANArHOCTUYECKUX KPK-
TepueB 1 PoJib COBPEMEHHbIX MOJIEKYNAPHO-TEHETUYECKMX METOIOB B COMETaHUU C Kie-
TOUYHO-OMONOrNYeCKUMY NCCNefoBaHNAMN ANA YTOYHEHMA AMarHo3a pefKux CMHAPOMOB
W VHTEpRpeTauun BapraHTOB HeomnpeaeneHHOW KNMHMYeCKol 3HaunMocTu. Moguepku-
BaeTcA HeoOXOAMMOCTb PaHHEro reHeTUYEeCKOro CKPUHKHIA U MYNbTUANCUMMANHAPHOTO
nogxofa (negmatp, Hesponor, oGTanbMOOr, FemMaTosor, KIIMHUYECKNI reHeTUK) Npu 06-
cnlefloBaHNM AeTel C 3afiepXKKoW pa3BUTHA 1 COYeTaHeM Hepo- 1 0dTanbMONOrMYeCKmX
HapyLIeHNIA.

KnioueBble cnoBa: cuHgpom KosHa, VPS13B, peakun reHeTnyeckuim CUHAPOM, 3aepXKa
NCUXOMOTOPHOIO Pa3BUTUA, HeMTponeHus, gucmopdursm nuua, annapat fonbaxu, du-
6pobnacTbl, NONHOreHOMHOE CEKBEHVMPOBaHWe, paAnoakTUBHOeE 3arpasHeHue, YepHo-
6bInbckan AJC, KNMHMYECKNIA Cryyai
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Abstract

Cohen syndrome (CS) is a rare autosomal recessive multisystem disorder caused by biallelic
pathogenic variants in the VPS13B gene and characterized by developmental delay,
intellectual disability, neutropenia, facial dysmorphism, obesity and ophthalmological
abnormalities. We report a 12-year-old girl permanently living in a territory contaminated
with radionuclides after the Chernobyl nuclear power plant accident, in whom CS was
diagnosed based on a combination of clinical findings, whole-genome sequencing
results, and ultrastructural analysis of skin fibroblasts. In early childhood the patient was
misdiagnosed with spastic cerebral palsy and myopathic syndrome due to nonspecific
manifestations such as hypotonia, psychomotor delay and ataxic gait and the lack of
widely accepted clinical diagnostic criteria for CS. Whole-genome sequencing identified
two heterozygous pathogenic variants in exons 40 and 57 of VPS13B forming a
compound heterozygous state, whereas previously detected variants in SEPT9 and SON
were considered inconsistent with the patient’s phenotype. Immunofluorescence and
electron microscopy of patient-derived fibroblasts revealed characteristic Golgi apparatus
abnormalities, including fragmentation and swollen cisternae, providing additional
functional evidence supporting the diagnosis of CS. The article discusses the marked
phenotypic variability of CS, evolution of clinical diagnostic criteria and the contribution
of modern molecular genetic techniques combined with cell-biological assays to the
diagnosis of rare syndromes and the interpretation of variants of uncertain significance. The
case highlights the importance of early genetic testing and a multidisciplinary approach
involving pediatricians, neurologists, ophthalmologists, hematologists, and clinical
geneticists in children with developmental delay and combined neuro-ophthalmological
involvement.

Keywords: Cohen syndrome, VPS13B, rare genetic disorder, psychomotor delay,
neutropenia, facial dysmorphism, Golgiapparatus, fibroblasts, whole-genome sequencing,
radionuclide contamination, Chernobyl nuclear accident, case report

B BBEJAEHWE

CuHapom KosHa (CK) - pegkoe MynbTUCUCTEMHOE ay TOCOMHO-peLieccnBHOe 3abosneBa-
Hue, BbI3BaHHOE MyTaumamn B reHe VPS13B 1 xapakTtepusytolieeca 3agepKKon pa3sutus,
YMCTBEHHOW OTCTanocTbio, MUKpouedbanvelr, HenTponeHnen, AUCMopdrU3MoM, oXumpe-
HVeMm, a TakKe odTanbMONOrMYECKUMI 1 ayTUCTUYECKUMI paccTporcTBamm. Mo npeaBa-
PUTENbHOI OLEHKE, B MUPe MOXET OblTb 0kolo 50 000 YenloBeK C AaHHbIM CUHAPOMOM,
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Ha OCHOBE PACMPOCTPaHEHHOCTM NpefCcKa3aHHbIx LoF BapuaHTos B VPS13B B 6a3e gaHHbIX
gnomAD [1]. H/xe npeacTaBneHo KNnMHUYeckoe HabnogeHve 12-neTHen AEBOYKM C CUH-
apomomM KosHa, MpoAeMOHCTPUPOBaHbl NaToreHeTnyeckne ocHoBbl 3aboneBaHuA, rna.-
Hble KINMHUYECKNX MPU3HAKM 1 MOAXOAbI K ANArHOCTVKe JaHHOTO CMHAPOMa.

CrHApoM Bbi3blBaeTcA 6buannenbHbiMy MyTauuamm B reHe VPS13B Ha 8- xpomocome.
M3BecTHO okono 200 natoreHHbIX BapraHToB B reHe VPS13B B pa3nnyHbIX nonynauuax
[2]. CuHapom KosHa xapakTepur3yeTcsa 3HauMTeNnbHOW BaprabenbHOCTbIO KIUHUYECKUX
NPOABEHUI, UTO 3aTPYAHAET ANArHOCTUKY. PaHHME AnarHoCTUYeCKMe Npr3HakK, Takue
KaK rMNoTOHUA 1 3afepXKKa pa3BUTUSA, MOTYT BbITb HecneunduuHbIMK, a TUNUYHbIE deHo-
TUNMYeCcKne YepTbl (Hanpumep, AMCMOpPGU3M NIMLLA) MOTYT NPOABNATLCA MNO3XKe B TeUeHne
XKN3HU. 3aieprKKa pasBUTMA U NULEBOIN ANCMOPPM3M BCTPEYAIOTCA MOYTN NOBCEMECTHO,
oflHaKo ecTb 1 6onee pegkne CUMNTOMbI, TakKMe Kak HEATPOMEHWA Unu guctpodua cet-
yaTKK. OTa BaprabenbHOCTb 06BACHAETCA annenbHON reTeporeHHOCTbIO Y BO3MOXHbIMU
MOANOULMNPYIOLMMUN FTEHETUYECKMMU U SKONOTMYeCKUMI pakTopamm.

B MATEPWAJIbl U METObI

MonyyeHne n KynbTMBUpPOBaHUe GrbPOONACTOB NaumeHTa NPOBOAUIIOCH MO NPOTO-
Kosly, onvucaHHoMy paHee [3]. KynbtusmpoBaHue ¢pnbpobnactos ocyuectsnanoch B LIKM
WHcTuTyTa untonormum n reHetnkn CO PAH «Konnekuma NalopunoTEHTHbIX KYIbTYp Kiie-
TOK YenoBeKa 1 MyieKonuTarLmx obliebronornyeckoro n 6romMmeanUNHCKOro Hanpaesne-
HuAx», https://ckp.icgen.ru/cells/.

NmmyHouuToxnMmyeckuin aHanus ¢bmbpobnactos naumeHta 6bin BbIMONHEH B COOT-
BETCTBMM C paHee onybnnMKoBaHHbIM NMPOTOKOMIOM C UCMONIb30BaHNEM MbIWMHbBIX MOHO-
KMoHanbHbIX aHTuTen K GM130 (610822, BD Biosciences), feTeEKTUPOBaHHbIX KO3bUMM
aHTUTENaMM K MbllUMHOMY aHTureHy IgG (H+L) Fluor488 (S0017, Affinity). Alppa okpatlue-
Hbl Hoechst 33258. MNpenapaTtbl aHaNM3MpoBanncb Ha KOHPOKaNbHOM MUKpocKone AXio
Observer LSM 980 (Zeiss ¢ ucnonb3oBaHuem nporpammHoro obecneuyeHus ZEN (Zeiss) B
yHuBepcuTeTe «Cnupunyc» Npu Nogaepxke rpaHta rocygapcTBeHHon nporpammbl Mepe-
panbHoro okpyra «Cupuyc» «HayuHo-TexHuueckoe passutme QefepanbHoro okpyra «Cu-
puyc» (cornaweHue N 26-03 ot 27.09.2024)).

ONeKTPOHHO-MUKPOCKOMMYECKOe N306pakeHne MofyyeHo CorfacHo onybnmkKoBaH-
HoMmy npoTokony [4]. YnbTpaToHKue cpe3bl A4nA aHann3a MeToA0oM NPOoCBeYMBaloLLen d1ekK-
TPOHHOW MUKPOCKONWM (ToNWMHOM 50 HM) BbiNv NOMYYEHbI C MOMOLLBIO YNIbTPAaMUKPOTO-
Ma Leica EM UC7 (Leica, BeHa, ABCTpuA) C ncnonb3oBaHveM anmasHoro Hoxa (Diatome,
Hupay, Lsenuapwma). YNnbTpacTpyKTYpPHbIA aHann3 NpoBOAMIICA C MOMOLLbIO NPOCBEYBa-
toLero 31eKTpoHHoro mmkpockona JEM1400 (JEOL, Akncuma, AnoHns) c kamepoli Veleta
(Olympus, UeHTp-Bannw, MeHcunbeaHus, CLUA) n nporpammHbiM obecneyeHnem iTEM 5.1
(Olympus, CLLA) B LIKIM MrmKpockonuyeckoro aHanmsa 6uonornyeckmx oo6bektos (Cnbup-
ckoe otgeneHmne Poccuickol akagemum Hayk) (https://ckp.icgen.ru/ckpmabo/) npu nog-
epxKe 6l0KeTHOro npoeKkTa MHCTMTyTa umuTtonorum n reHetrkm (Cnbupckoe otaeneHve
Poccuinckon akagemumm Hayk) FWNR-2026-0032.

B ONMNCAHWE KNMMHWNYECKOTO CJTYYAA

[eBouka A. poaunacb 1 NOCTOAHHO NPOKUBAET B 30HE OTCENIEHNA, B PErMOHE C YyPOB-
Hem 3arpasHeHusa NouBbl Mo ue3unio-137 1665 Kbk/M? B pe3ynbrate aBapum Ha YepHo-
6binbckon ASC.
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Mo fgaHHBIM POAOCNOBHOM: HACIEACTBEHHOCTb HE OTArOLLEHA, POAUTENN He ABNAIOTCA
poacTBeHHUKaM. M3 aHaMHe3a »KN3HW N3BECTHO, UTO pebeHOK OT 2-11 6bepeMeHHOCTH, 2-X
dur3nonornyecknx ponos. 1-e poabl — 340poBas AeBouka. Bo Bpemsa 6epemMeHHOCTM OT-
Meuanacb 3afepKa pocTa nnoga. Pogbl 6e3 ocobeHHocTen. Macca Tena npu poXxaeHun
2500 r (SDS -3,64), pnvHa 53 cm (SDS -0,39).

B nepuopn HOBOPOXXAEHHOCTN — MepuHaTanbHas 3HUedanonaTa, CUHAPOM ABUra-
TesbHbIX paccTpoicTB. C paHHero Bo3pacta OTMeYaeTcA OTCTaBaHWe MacChl TeNa, 3afep-
Ka NCUXOMOTOPHOro pa3suTKA. B 2 roga npoBoannocb o6ciegoBaHme B CBA3N C 3afeprK-
KOW Pa3BUTUA N MblLLEYHOW CTaboCTblo. MicKntoueHbl 06beMHble 06pa3oBaHA FOIOBHOMO
MO3ra, MO AaHHbIM CTUMYNALMOHHON MUOrpadum MOTOpHbIe BOSIOKHa ManobepLoBbIX 1
6onbLIebepLOBbIX HEPBOB He NopakeHbl. OTCYTCTBOBaN pediekc C MKPOHOXHbIX MbILLL,
yTO 6bINIO pacLeHeHO Kak HapylleHne B CCTeMe 3afIHMX POTrOB M KOPELLUKOB Ha YPOBHe
S1 (mmenoguncnnasus). o 4 net Habnoganacb y HeBposiora € AMarHo30M «CrnacTuyeckui
uepebpanbHbIii Napanuy, MMoONaTUYECKUA CUHAPOM U 3afep»KKa NCUXOMOTOPHOrO pas-
BUTKAY». VIcKnoueHbl 6051e3HM HakomnieHua — 6onesHb MNomne, 6onesHb HuMaHHa — Muka,
Tmn C.

B 4 roga 6bina Bnepsble rocnutanusnposaHa B HAKW neguatpumn n getckom xmpyp-
rm umenn O.E. Benbtuwesa. Mpun ocmoTpe pebeHka ob6palyano Ha ce6Aa BHUMaHMe Ha-
NMYMe MHOXECTBEHHbIX MUKPOAHOMAanNU: y3KUN NULEBOW CKENeT, SMUKAHT, KOPOTKNIA
bunbTp, rMNOTENOPU3M rNas, YaCTUYHbIW MTO3, NIOCKO-BabrycHble CTOMbl, 0COH6EHHO-
CTV gepMaTornmduKm, HU3KO NOCa)KeHHbIe YLIW, TOHKaa BepxHAA ryba, runepmobunb-
HOCTb CYyCTaBOB, CKOJIMOTNYECKAA OCaHKa, ANCTpoduA 3y6HON 3Manu, KNMHOAAKTUANA
Mun3nHUeB. CoxpaHanacb MbileyHas cabocTb (nocne dpnsnyeckom Harpy3Kkuy LWaTKoCTb
NnoxoAKK, NaieHna), aTakcnuyeckan noxoaka C LWWMPOKNUM OCHOBaHMWEM, a TaKXe 3afepiK-
Ka NCUXMYECKOTO pasBuTUs, aucnekcns, aucrpadus. No gaHHoim MPT ronoBHOro mosra:
NPW3HaKN He3penocTn 6enoro BeLecTsa roflOBHOrO Mo3ra, aHoManua ApHonbga — Kna-
pw, Kucta anndusa. MPT NOACHUYHO-KPECTLOBOrO OTAENA HE BbIABUJIA NATONIOMMYECKMX
n3meHeHuni. Mo gaHHbIM 3neKkTpoHerpomuorpadum (SHMI) Henb3a 66O UCKNIOYNUTD
MbILLEYHbIV TUM NaTONOrMN.

C BO3pacToM OTMEYaNoCh YCUeHne aTakcmyeckoro CMHAPOMa B BMAE LLATKOCTX No-
XO[KM, YacTblX NafieHNin 1 ronoBoKpyxeHus. MNpu obcnegoBaHun B Bo3pacTe 9 net npwu
nposegeHnn 23 3NNAKTUBHOCTWN He BbiABNeHO. o aaHHbIM Y3l cocynoB ronosbl n
Len 3HAaYMMOE reMonHamMnyecKkoe npeobnagaHvie nNo neBo NO3BOHOYHON apTepuun. Mo
JaHHbIM peosHuedanorpadpuim 0TMeYanocb HeLOCTaTOYHOE KPOBEHAMONHEHE MO3ra B
KapoTuaHoMm bacceliHe n BepTebpo-6a3unnapHom GaccerHe 3a cyeT rMnepToHyca Kpyn-
HbIX apTepuin — Ha poHe 3HaUMMO MOBbILIEHHOTo NeprdepryecKkoro CoCyamncToro conpo-
TUBNEHNA C NPM3HaKaMm 3aTpyaHEHNA BEHO3HOro OTTOKa B BepTebpo-6asunnapHom bac-
celiHe c o6eunx ctopoH. Mpu nposegeHnn SHMI ybeanTenbHbIX NAaTONOrMYECKUX AaHHbIX
3aperncTpupoBaHo He 6bino. YUnTbiBasa NONOXKAUTENbHYIO AVHAMUKY, paHee BblBEHHble
N3MEHEHNA MOIIN HOCUTb BTOPUYHBINA XapakTep. bblo pekomeHAoBaHO npoBefeHue
NOJIHO3K30OMHOIO CEKBEHMPOBAHUA C LiENbI0 UCKIIOYEHMA FTEHETUYECKOTO crHapoMa. Mo
pe3ynbraTam MOSIHOSK30MHOIO CEKBEHUPOBaHUA 6bina BbiABNEHa paHee He onucaHHas,
BEPOATHO, NaToreHHaa myTauma B reHe SEPT9, cBA3aHHaA C ayTOCOMHO-AOMMHAHTHOM
ammoTpoduen, u MyTauma C HeonpeaeneHHON KNMHNYECKON 3HaUMMOoCTbio B reHe SON,
accounmpoBaHHasa C ayTOCOMHO-PEeLIeCCMBHBIM CMHAPOMOM Yy — ToknTa — TakeHyun —
Knma (ZTTK). HeBponorom 6bin1 yCTaHOBNEH AMarHo3 BTOPWYHOrO MMOMATUYECKOro
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cuHgpoma y pebeHKa ¢ reHeTnyeckon natonorvein. Cpegm conyTcTBytoLwmx 3abonesaHui
OTMeYaeTcA NOSINIMHO3, CEHCMOUM3aLMA K COPHbBIM TpaBam U NMOJIbIHN.

OuepepfHana rocnuTannsauna B neguaTpuyeckoe otaeneHne B Bo3pacte 12 neT ¢ xa-
nobamm Ha oTCTaBaHMe B HEPBHO-MCUXNYECKOM Pa3BUTUN OT CBEPCTHUKOB, 0COBEHHOCTY
NoBeAeHUsA, HapylleHMe MOXOAKM, nepuoanyeckyo cnaboctb B Horax. O6GbEKTUBHbIN
CTaTyC NpU NOCTYNNIEHNN: COCTOAHME CpefHeln cTeneHn TaxecTn. Macca Tena 43,2 kr
(SDS +0,33), pocT 154 cm (SDS +0,40), UMT 1,36 m? (SDS +0,06). Mpn ocmoTpe dpursmnyeckoe
pa3BuTMe cpefHee, rapMOHNYHOE. B HeBponornyeckom cratyce: MblleYHasa rMnoToHusA,
HU3KMe CYXOXKUbHble pedneKkcbl; smounn He anddepeHUpPOoBaHbl, HaBblKu camoobcny-
XnBaHMA cdopMMpoBaHbl He MOAHOCTBIO. [0 JaHHbBIM NabopaTopHOro obcnefoBaHUs He
6b1110 BbIABNEHO CYLLECTBEHHbIX OTKIIOHEHWIA, B TOM YMCe HeNTponeHun, xapaktepHoi CK.
C uenbio NCKNIOYEHUA aHOMaNUn pa3BUTUA BHYTPEHHNX OPraHOB MPOBeEeHO yNbTpa3sy-
KOBO€ UCCrefjoBaHNE OpPraHOB OPIOLHOM MOAOCTM M NOYEK: BbIBIEHO HE3HaunTesIbHOE
yBefiyeHne pa3mepoB ceneseHKu, NPaBoCTOPOHHNI HedponTos. [Npu odpTanbmonoruye-
CKOM OCMOTpE — rMrnepmeTponmMyecknuii acTUrMmaTi3m, HEMOCTOAAHHOE COLPYKeCTBEHHOE
pacxogAuleeca kocornasue. Mo gaHHbIM 331 6e3 OTKNOHeHUN, PyHKLMOHaNbHble NPobbl
He NPOBOLMPYIOT NoABJIEHNE NAaTONOrMYeCKon akTUBHOCTY, B UCCNIeJOBaHWM He 3aperu-
CTPVPOBAHO MeXXMNonyLwapHo aCUMMEeTPUN, SNNenTUGOPMHON aKTUBHOCTM.

C yyeTom OTANYHOTO OT amuoTpodun beHoTMNa pebeHKa, a Takke HeonpeaeneHHon
KNMHMYECKOW 3HaUMMOCTN MyTaLmm reHa SON, € LieNibio NoMCKa reHeTUYeCKrX BapnaHToB,
ABNAOLMXCA BEPOATHON NPUUNHON 3ab0neBaHUsA, NPOBEAEHO NOIHOrEHOMHOE CEKBEHU-
poBaHue. [o pe3ynbTataMm UCCNeA0BaHUA BbIABEHbI FeTEPO3UroTHbIe MyTauuy B 40-M 1
57-m 3K30Hax B reHe VPS13B, MyTaLumn NpMBOAAT K Pa3BUTMIO ayTOCOMHO-PeLeCCUBHOTO
CK. O6HapyeHHble MyTauum MoryT GopmrpoBaTb KOMMNayHZ-reTepo3nroTy 1 NPUBOAUTb
K beHoTMNy naumneHTKkm A.

B CTPYKTYPHbIE USMEHEHWA AMTMAPATA TOJ1b KW
B ®MBPOBJTACTAX MALUMEHTA

OpHUM 13 xapakTepHbix Npu3Hakos CK cnyxunt HapylweHvne mopdonornn annaparta
lonbgxun (Al), nposasnaioweeca B pparMeHTaLUn 1 paclumpeHunmn ero uuctepH. C Lenbto
NoATBepXKAeHUA AmarHosa u3 6uonTtata MauMeHTa nony4veHa Kynbtypa ¢umbpobnactos
(CS-MCF3) [4], B KOTOpOI 6bIIN UCCNefoBaHbl U3MEHEHNA KNeTOUYHOWN opraHusauun. Nm-
MYHOLIMTOXMMNYECKOE OKpallvBaHWe BbIABMIIO JOCTOBEPHOE YBENMYeH e JONN KNeToK
¢ dparmeHTUPOBAHHBIM 1 rMNepTpodupoBaHHbIM Al MO CpaBHeHMIO ¢ prbpobnactamm
3popoBoro goHopa (nMnHna NAF1) (puc. 1, A, B). [laHHble n3MeHeHUA 6binn NoaTBEPKAEHDI
Npwu 31eKTPOHHO-MNKPOCKONUYeckom nccnegosaHum (puc. 1, C).

TaknM 06pa3om, COBOKYMHOCTb GEeHOTUMMNUYECKNX NMPU3HAKOB, XapaKTepHOW KMHNYe-
CKOW KapTWHbI, pe3ynbTaToB reHeTMYyeckoro o6cnefoBaHmAa Y MUKPOCKOMUYECKOTO aHa-
nn3a No3Bonuna yCTaHoOBUTb U MOATBEPAUTb ANarHo3 — cMHApom KosHa.

B OBCYXJOEHWUE

CvHpgpom KosHa - pefikoe ayTOCOMHO-peLiecCMBHOE reHeTnyeckoe 3abonesaHue,
Bbl3blBaEMO€E FOMO3UFOTHbIMU WX KOMMAyHA-reTepo3nroTHbIMA BapuaHTaMn B reHe
VPS13B (vacuolar protein sorting 13 homolog B). [poayKT reHa — 6onbLioi nepudeprye-
CKUIN MeMbpaHHbIN 6enok (450 k[a), VPS13B, nokanusosaHHbIl B Al 1 cnocobcTayowmii
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Puc. 1. Mopdonornueckue nusmeHeHus annaparta fonbgxu (Al) B dubpobnacrax naymeHTa

c cuippomom KosHa: A - MMMyHoLMTOXMMIUYECKMiA aHanus Guépo6nacToB AeMoOHCTpMpyeT
KOMMaKTHbIN AT y 340p0OBOro flIoHOpa U CMIbHO pacceAHHbIN Al B KneTkax naumneHTos ¢ CK.

Okpacka agep - Hoechst 33258 (cuHuit), Al - GM130 (KpacHbiii). MacwTa6Has nuHelika: 50 MKm;

B - KOoNnuYecTBEHHbIN aHaNN3 AONU KNETOK ¢ pparMeHTUPOBaHHbIM 1 yBenuyeHHbiM AT B dubpobnacrax
nayveHTa Nno cpaBHEHMIO CO 30POBbIM JOHOPOM MO pesynbTaTaM NofcYeTa K/eTOK B 15 nonAx speHns
MUKpocKona. [ina onpefeneHna CTaTUCTUYECKON 3HAYMMOCTU pasnnynii mexxay rpynnamm 6bin
BbluncneH t-kputepui CrblogenTa. lpadpuk npeacTaBnAer cpeHee 3HaYEHNE 1 CTAHAAPTHYI0 OWINGKY
cpepHero. CTaTucTM4YeCcKn 3HaYMMble pasnnymna MeXay rpynnamm BbiICOKOAOCTOBEpPHbI; *** p<0,0001;
C - 3neKTpoHHble Mukpodotorpadpum Al. B pubpobnacrax sgopoBoro goHopa Al npeactaBneH
ANVHHBIMW, HenpepbIBHbIMU CTONKaMMN ANKTMOCOM, B TO BpeMsA Kak B pubpobnacrax naymenta c CK Al
YKOPOUYEH 1 COCTOUT U3 pparmMeHTMPOBaHHbIX 1 pa3AyTbix AnKTNOcom. Al 06BefieH KpacHO NMHMeN.
MacwrabHas nuHeiika: 1 MKmM

Fig. 1. Morphological changes of the Golgi apparatus (GA) in fibroblasts of a patient with Cohen
syndrome: A - immunocytochemical analysis of fibroblasts demonstrates compact GA in a healthy
donor and highly dispersed GA in cells of patients with Cohen syndrome. Nuclear staining is Hoechst
33258 (blue), GA - GM130 (red). Scale bar: 50 pm; B - quantitative analysis of the proportion of cells
with fragmented and enlarged GA in fibroblasts of a patient, compared with a healthy donor, based

on the results of cell counting in 15 fields of view of a microscope. Student’s t-test was calculated to
determine the statistical significance of differences between groups. The graph represents the mean
and standard error of the mean. Statistically significant differences between groups are highly reliable;
*** p<0.0001; C - electron micrographs of GA. In healthy donor fibroblasts, the AG is represented by
long, continuous stacks of dictyosomes, while in fibroblasts from a patient with Cohen syndrome, the
AG is shortened and consists of fragmented and swollen dictyosomes. The AG is outlined with a red line.
Scale bar: 1 um
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CTPYKTYPHOMY MoOAAepaHuio 1 GyHKLMOHNPOBaHMIO AaHHoOro komnnekca [5]. VPS13B
obnapaeT CNoOXHOW NONNLOMEHHOW CTPYKTYpOW, Hanbonee BblJaLWMMCA JOMEHOM KO-
TOpOW ABNAETCA ASIVHHBIN rMAPOodO6HBIN Xenob, N0 KOTOPOMY OCYLLeCTBNAETCA MacCUB-
HbI TPAHCNOPT NMNMNVAOB MeXAy MembpaHaMun KneTouHbIX opraHenn [6]. M3BecTHO, uTto
VPS13B TecHO MHTErpMpoBaH B NPOLIECChl BHYTPUKIETOUHOIO BE3NKYNAPHOro TpadurKka u
aytodarnum v ABNAETCA UCKIIOUNTENBHO BaXHbIM 1A ocywecTBneHua Al ceoux dyHKUMIA,
B 0COOEHHOCTV 3TO KacaeTca KNeToK HepBHOW cucTembl. HapyleHua 6enkosoro n nunua-
HOro TPaHCMOpTa B HENPOHAaX, Bbi3BaHHble MyTaLMAMN B reHax Al, MOryT nprBoAnTb K ce-
pbe3HbIM NaTONIOrMAM Pa3BUTKA FOJIOBHOrO Mo3ra YesioBeKa. 3aperncTpupoBaHo 6onee
200 BapuaHToB reHa VPS13B. Hanbonee pacnpocTpaHeHbl MUCCEHC- U HOHCEHC-MYTa-
uun [71.

PaHee Hamu 6b110 MOKa3aHo, UTo MyTaumn B reHe VPS13B BbI3bIBalOT HapyLLEHWSA BHY-
TPeHHeN opraHM3aunu, Takne Kak dpparmentaums Al, ctpecc MNP, HapyLlweHue CTPYKTYpbI
1 NOBpeXAeHne MUTOXOHAPUIA, NoBpexaeHne 1 pa3byxaHne MembpaHHbIX OpraHoOMAoB
KNeTKy, a Takke HapylleHune ayTodarnyeckoro ¢nokca, KoTopble MOryT CBUAETENbCTBO-
BaTb O HelipoereHepaTMBHOM XapaKTepe usmeHeHun [4].

CvHgpom KosHa XxapaKTepur3yeTca 3HauuTeNIbHOM BapuabenbHOCTbIO KIMHUYECKMX
NPOABMIEHNI, YTO 3aTPyAHAET ANArHOCTUKY. PaHHe gnarHocTnyeckne npusHaky, Takue
KaK rMMnoTOHUA W 3afilepxKa Pa3BUTUA, MOTYT ObiTb HecneuuduUuHbIMK, a TUNNYHbIE de-
HOTUNMYeCcKue YepTbl (Hanpumep, gucmopdr3M N1La) MOryT NPOABAATLCA MO3XKe B Te-
yeHue Xn3Hu. K KNnHn4ecknm nposasneHnam CUHAPOMA OTHOCATCA: FTMMOTOHUA, OXKpe-
HMe NPeuMyLLeCTBEHHO LieHTPanbHOro Tuna, Mnkpouedanus, yMCTBEHHaA OTCTanocTb U1
aHomanum 3peHus [8, 9]. K xapakTepHblM YepTam N1La OTHOCATCA: KOCO PacnosioXKeHHble
rnasHble Wwenu, rmnepTenopusm, ryctble 6poBu, NblllHble BOIOCHI, HU3KaA IMHUA POCTa
BOJIOC, ANINHHbIE U TYCTble PECHULbI, OYeHb KOPOTKUI GUBTPYM, BbICTyNatoLme BepxHue
LeHTpanbHble pesLbl, OTKPbITbIA POT M3-3a KOPOTKOWN BEepXHeW rybbl, runonnasuna Bepx-
Heln YenCTy, MUKPOTrHaTUA, BbICOKOE 1 y3Koe Hebo, NyKoBMLIeoBpa3HbI KOHUMK HOCa, a
TaKXKe TOMNCTble W NJIOXO CHOXeHHble MO0 ManeHbKMe UM OTCYTCTBYIOLLME MOYKN YL
[10, 11]. Mpwn nabopaTopHOM MCCNeOBaHNM aHaNM30B KPOBM BO3MOXKHO OOHapyeHue
HelTponeHnn, B TOM YNCSIe MHTepPMUTTUPYIOLero xapaktepa [12]. PacnpegeneHue cmm-
NTOMOB B 3aBUCUMOCTM OT YaCTOTbl BO3HWKHOBEHWA NpeacTaBfieHo B Tabn. 1[5, 13, 14].

Ta6bnuya 1

KnuHunyeckmne n peHTreHonornyeckmne NnpoAsneHns cuiapoma Kosxa
Table 1

Clinical and radiological manifestations of Cohen syndrome

Yactota BO3HUKHOBEHUA XapaK'repMC'ruKm

3afepKKa pa3BUTUA, MblLLEYHasA FMMNOTOHUA, XapakTepHble YepTbl nLa
Bctpeyatotca vacto (>75%) (rvnepTenopr3m, H1U3Kasa IMHNA POCTa BOSOC, AJIHHbIE PECHULIbI, KOPOTKUIA
dGUNLTPYM, MUKPOrHaTUA), TMNEePMOBUIbHOCTb CYyCTaBOB

HeliTponeHus, Mukpouedpanvs, peTuHonaTus, ANCTPOPUA CEeTYaTKM, MMO-
nnA, TPYAHOCTN KOPMIEHNA

PacnpocTtpaHeHHble (50-75%)

BcTpeuatotcs pexe (25-75%) | Ox)uUpeHue LeHTPanbHOro TrMa, PAacCTPOMCTBO ay TUCTUYECKOTO CreKTpa

[MNoTUPeo3, MHCYNMHOPE3UCTEHTHOCTb, AedULIMT FOPMOHa POCTa, CYAOPO-

BcTpevatotca peako (<25%)
1, SNUNENCUS, TMMNONJAa3nA YepBa MO3XKeuKa

B npeactaBneHHOM KITMHNYECKOM CJly4vae 4eBOYKN C CUHOPOMOM KosHa Ha6ﬂ|0ﬂ,aﬂl/le
XapaKTepHble OANnA AaHHONo CMHAPOMaAa KIIMHUYeCKNE NpPuU3Haku: TMNOTOHUA C paHHEro
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MNpeHaTanbHO MnapeHuecTBO PaHHUA 1 LLIkonbHbIN
=> | (0-2roga): = | nowKonbHbIiA =2 | Bo3pacr (>7 ner):
BO3pacT (2-6 neT):

CHuKeHHas MbiweyHas CoxpaHeHne Mwonus cpegHen

NoABUKHOCTb rMNOTOHMA, 3afepXKKm N TAXKenon

nnoaa, 3BYP CJIOXKHOCTU NCUXNYECKOro cTeneHn,
KopmneHusa/ pa3Butus, anctpodus

| " HapyweHus ~ 3apepxka ~ cetvatkuy,

rNoTaHns, peuesoro oXvpeHue
peunansupyoLme pa3BuUTHS, LieHTpanbHOro
NHpeKuuK, BnepBble TN, UHTENNEKTY-
MUKpouedanus, HapyLieHve arnbHble
3afepxKa 3peHua HapyLweHua
NCMXOMOTOPHOTO
pa3BuTMA

Puc. 2. ®DeHoTUNMYECKanA XapaKTepucTuKa cnHapoma KosHa B 3aBMCMMOCTHY OT BO3pacTa
Fig. 2. Phenotypic characteristics of Cohen syndrome depending on age

[EeTCTBa, 3aflePKKa MCUXOMOTOPHOrO Pa3BUTUA, aTakcmueckasa noxoaka. Huskaa cneuw-
GUYHOCTDb YKa3aHHbIX CUMITOMOB NPMBENa K OWMOGO0YHON ANArHOCTUKE M1MONATUYECKOrO
CUHAPOMa M CMACTMYECKOro LepebpanbHoro napanvya. AHomanua ApHosbga — Knapu un
Kucta anndu3a, BolsiBNeHHble Ha MPT, MOryT 6bITb BTOPUYHbBIMW MPOABIEHNAMMN HapyLle-
HVA HENPOHANbHOrO Pa3BUTKA, XOTA MPAMON CBA3M C NATOreHHbIMK BapvaHTamMy reHa
VPS13B He ycTaHoBReHO [15]. XapakTepucTnka KAMHNYECKOM KapTUHbI B 3aBUCUMOCTY OT
BO3pacTa npeacTaBnieHa Ha puc. 2 [13].

B HacToALLee BpeMs He CyLLecTBYOT 0OLEeNPUHATBIX ANarHOCTUYECKUX KpuTepunes CK.
B Tabn. 2 npeactaBneHa cpaBHUTENIbHAA XapaKTePUCTUKA CYLLECTBYIOWNX KIUHUYECKNX
Kputepues [11, 16, 17].

OuarHoctnueckne nogxodbl K CK 3BOMIIOLMOHMPYIOT: OT KAVHUYECKUX KpUTepreB
(hypotonia, obesity, mental retardation, hirsutism — HOMH) kK monekynapHo-reHeTuye-
CKUM MeTofaM AMArHoCTUKMW. BaxkHO yyacTie MynbTMANCUMMIMHAPHON KOMaHAbl B NPO-
Lecce obcnenoBaHnA pebeHKa ¢ nogo3peHnem Ha cuHapom KosHa: Hesposora (SHMI,
MPT), odptanbmonora, rematoniora (nenkouutapHasa GopmMmyna) 1 reHeTUYECKOE KOHCYIb-

TUPOBaHWe.
Ta6bnuuya 2
CpaBHUTeNIbHaA XapaKTepucTKa AuarHocTUYecKuxX Kputepues cuHapoma KosHa
Table 2
Comparative characteristics of the diagnostic criteria for Cohen syndrome
Horn et al., 2000 Chandler et al., 2003 Kolehmainen et al., 2004

[inAa yctaHoBneHuA gnarHosa 3
OCHOBHbIX (yMCTBEHHas OTCTanocTb,
HV3KWNIA POCT, TMNOTOHNA, MUKPO-
Ledanus, xopmopeTuHaabHasa
ANCTPOdUA 1 Y3KMe KNCTW 1 CTOMbI)
1 1 BONONHUTENbHbBIN KpUTEpUI
(oxupeHwue TynosuLLa, HelTpone-
HWA, MUOMUWA UM aHOManun nnLa)

6 113 8 KNIMHNYECKNX KPUTEPUEB: 3afePXK-
Ka pa3BuUTMA, MUKpoLedanus, TUMNYHbIN
NNUEBON AUCMOPPU3M, OXUPEHMNE
TYNOBULLA C TOHKVMUN KOHEYHOCTAMY,
upesmepHo o6WUTENbHOE NOBEAEHME,
rMnepmMo6uIbHOCTb CYCTABOB, BbICOKas
MUONUA /U AUCTPOdUSA CETUATKY, a
TaKXe HeNTPOmneHus

3HauuTenbHble TPyA-
HOCTM B 006YYeHNM U KaK
MVHVIMYM 2 U3 CNefyoLmnx
NPU3HaKOB: NNLIEBOWA
[mcmopdusm, urmeHTHas
peTnHONaTuA, HeTpone-
HUA (<2X107%/mMm3)
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B npepcTaBneHHOM HaMK KNMHUYECKOM Cllyyae ANarHOCTUYECKUIA NyTb 3aHAN NOYTU
10 neT, 1 TONbKO NOMIHOFEHOMHOE CEKBEHMPOBaHWE MO3BOAUSIO BEpUULMPOBaTb OKOH-
yaTenbHbIA AMarHo3, YTo CBUAETENbCTBYET O HEOOXOAMMOCTM PaHHEro reHeTUYecKoro
CKPVHVHIa y AeTen C 3afepKKkon pa3sutmA. Kpome TOro, MMKPOCKONUYECKUI aHanu3
dunbpobnacToB NaLmeHTa NO3BONUN BbIABUTb XapaKTEPHYIO YIbTPACTPYKTYPHYH0 0CObeH-
HOCTb, aCCOLMMPOBaHHYI0 C CMHAPOMOM Ko3aHa, 1 Tem caMbIM NOATBEPAUTL Npegnosnara-
€MbI JNarHo3s.

HdnarHoctrka pegknx cmHgpomos, B Tom uncne CK, octaetca cnoxHown 3agavei. Co-
BpeMeHHble MeTOAbl MOJIEKYIAPHO-TEHETNYECKOW ANAarHOCTUKY, BKIIOYasA CEKBEHMPOBa-
HVe LieNIoro 3K30Ma 1 LeneBble NaHesnn reHoB, YacTo BbIABMAAIOT BapUaHTbl Heonpeaenex-
HOW KNMHNYeCKon 3Haummoctn (HK3) nnm reHeTuyeckne BapraHTbl, KOTOPble He BNOJIHe
cooTBeTCTBYIOT Habnogaemomy deHoTuny. Mo AaHHbIM nccnegosaHui, ao 40-47% pe-
3yNbTaTOB CEKBEHMPOBAHMA dK30Ma BbIABAAIOT BapUaHTbl C HEYCTaHOBIEHHOW KANHUYe-
CKOW 3HAUMMOCTbIO, Tpebytolme nepecmoTpa ¢ yyeToM GeHOTMNa, YTO 3aTpyaHAeT Ana-
rHOCTUYECKYI0 ACHOCTb [18]. PeHoTMNUYECKaa U3MEHUYMBOCTb MPU PefKUX CUHAPOMaX
3a4acTylo NPMBOAUT K HECOOTBETCTBIMIO MeXAY FreHETUYECKUMU pe3yfibTaTaMy 1 KNNHKYe-
CKOW KapTMHOM, YTO TaKXKe YCNOXKHAET AnarHocTnky 3abonesanuii [19, 20]. B atom nnaHe
nccnepoBaHme KNeTovyHOM opraHm3aLmm, XapakTepusyioLen CMMnTOMaTUKy AaHHOTO 3a-
6oneBaHNA, B KauecTBe AOMOMHUTENBHOIO AMArHOCTMYECKOrO KpUTEPUA ABNAETCA nep-
CMeKTUBHbIM MOAXOA0M AN1A NOATBEPXKAEHMA AMarHo3a.

B 3AKJ/TIOYEHWE

TouHan NHTEpNpeTauna reHeTn4yeCKnx AaHHbIX Tp66)/ET TECHOro B3aUMOAENCTBUA
reHETUKOB U NeanaTpoB ANA MHTErpaun MONEKynApHbIX pe3ynbTaTtoB C KIMMHNYECKomn
KapTI/IHOI7I, YTO 0COHEHHO BaXKHO npn CMHQpPOMax C reteporeHHbIM NpPoABNEHNAMN, Ta-
KX KakK CMHOPOM KosHa. KomnnekcHbIn MyanI/I,EII/ICLI,VIﬂJ'IVIHaprIVI noaxon obecneuymBaeT
6onee BbICOKYO TOYHOCTb AMAarHOCTUKK 3a CHET CONOCTaBNeHNA reHETUYeCKNX AaHHbIX C
ONHaMUKON Pa3BnUTnA 3aboneBaHuA, YTO NO3BONAET CHU3UTD ANarHoCTn4YyeCKyto Heonpe-
AENeHHOCTb U Bbl6paTb ONTMaNbHYIO0 TaKTUKY JIEYEHUNA.
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Pesiome

CTaTba NOCBALEHA OCTPbIM PECNMPATOPHbBIM BUPYCHBIM MHOEKLMAM, 3aHUMAIOWMM Be-
Jyuiee MecTo B CTPYKTYpe MHGEKLMOHHbIX 6one3Hen y aeTeit. MoKasaHa pacnpocTpaHeH-
HOCTb natonorun B fomenbckol obnactu (benapyco). MpeactaBneHbl NaToreHes, xapak-
TEPUCTUKA, OCOBEHHOCTM TeueHua u anddepeHLranbHO-GUarHoOCTUYeCKMe NpPU3HaKy
OCTPbIX UHPEKLMIA PecnMpaTopHOro TpakTa BMPYCHOM STMOMOMMK (rpunmn, pUHOBMPYC,
pecnupaTopHO-CUHTULMANbHBIA BUPYC, METaNHeBMOBUPYC, GOKaBUPYC, KOPOHABMPYC,
naparpunn, ageHoBMpYC, sHTEPoBUpPYC). O603HaUEHa TaKTMKA JIeYEHMA YKa3aHHbIX 3a-
6oneBaHuii y feTtei, PacCMOTPEHbI BO3MOXKHOCTY MCMOJb30BaHNA MHO3MHA NpaHobeKca,
o65agatoLero NPoOTUBOBMPYCHBIM U UMMYHOMOZYUPYIOLUM AEACTBUEM.

KntoueBble C/IoBa: OCTPble PECNUPATOPHbIE BUPYCHbIE UHGEKUMW, ATV, TPUMM, ANarHO-
CTUKA, leYeHne, NHO3MH NpaHoBeKc
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Abstract

The article focuses on acute respiratory viral infections, which are a leading cause of
infectious disease in children. The prevalence of these diseases in the Gomel Region
(Belarus) is described. The pathogenesis, characteristics, clinical features, and differential
diagnostic features of acute respiratory tract infections of viral etiology (influenza,
rhinovirus, respiratory syncytial virus, metapneumovirus, bocavirus, coronavirus,
parainfluenza, adenovirus, and enterovirus) are presented. Treatment strategies for these
diseases in children are outlined, and the potential use of inosine pranobex, which has
antiviral and immunomodulatory effects, is discussed.

Keywords: acute respiratory viral infections, children, influenza, diagnosis, treatment,
inosine pranobex

B BBEAEHWE

OcTpble pecnvpatopHble nHdpekummn (OPUN), HecMOTpsA Ha AOCTVMXKEHUSI COBPEMEHHOM
MEAVLMHDBI, OCTAIOTCA OQHON U3 BEAYLLUX NPUYMH 3a601€BAaEMOCTUN KaK B3POCSIOro, Tak 1
[eTcKkoro HaceneHus. ictuHHan 3abonesaemocTb rpunnom u apyrumum OPBU HenssecTHa.
Mo paHHbIM NPOBeAEHHbIX NCCIeAOBaHNI, exerogHo 6onetT 5-10% B3pocsbix u 20-30%
petell. B Mmupe exeroiHo pernctpupyetca okono 1 munavapga ciyyaeB Ce30HHOro rpun-
na, B TOM uncie 3-5 MUNIMOHOB Cilyyaes Taxkenon ¢opmbl 3aboneBaHnA. Kaxabllii rog
OT pecnMpaToOpHbIX NAaTONOrMI, BbiI3BaHHbIX BMpYycaMy rpumnna, ymmpaeT oT 290 000 go
650 000 yenosek [1, 2].

PacnpoctpaHeHHocTb OPW BapbupyeTca B 3aBUCMMOCTM OT BO3pacTa, MecTa »KuTeslb-
CTBa, CAaHUTAPHbIX YCI0BUI 1 Ap. B ropoaax oHa Bbille 13-3a BbICOKOW NIOTHOCTU Hacene-
HUA, MTHTEHCUBHBIX COLIMANbHbIX KOHTAKTOB 1 MCMOJb30BaHWA 06LeCTBEHHOIO TPaHCNop-
Ta, CNOCOGCTBYIOLWMNX BO3AYLIHO-KanenbHON nepepave [3]. 3aboneBaeMocTb cpeaun aet-
CKOTrO HaceneHua Bbille BCeACTBUE HE3PENOCTU UMMYHHOW CUCTEMbI, HAJIMUYNA aKTUBHbIX
KOHTaKTOB B OPraHn30BaHHbIX KONNIEKTMBAX U OTCYTCTBMA NPUBbIYEK U HaBbIKOB CaHWTap-
HOW rurveHbl. AHaTOMO-PU3MOoNorMyeckne 0CO6eHHOCT LETCKOro opraHn3mMa npegpac-
rnonaratot K 6onee BblpaXXeHHOWN KNnHMYeckon cumntomatuke OPU, uto obycnosnusaet
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He TonbKo 6onee 6bICTpOe obpalleHre 3a MeNLMHCKOM MOMOLLbIO, HO 11 BbICOKYHO YacTo-
Ty CyyaeB noavnparmasum B NpakTuke Bpava-neguatpa [4].

CTabunbHO BblCOKas 3ab60n1eBaeMoCTb B HacToALLEee BPEMA onpeaenaeTca N3MeHeHu-
€M 3HauMMOCTU Hanbonee pacnpoCTPaHEeHHbIX BO3OyauTenel pecnmpaTopHbiX UHdeK-
LU, 0CO6EHHOCTAMN X B3aMOZENCTBUA, YTO ONpefenseT TAXKeCTb TeyeHna 3abonesa-
HuA. OPU ABNAOTCA OCHOBHOM NPUUYUHON rocnuTanmnsauyum geTen paHHero 1 AOLWKOSb-
HOro Bo3pacTa BO BCEM MMpPe N 3aHMMAIOT BTOPOE MECTO B CTPYKTYpe AeTCKON cmepT-
HocTu. [epeHeceHHble B paHHEM BO3pacTe OCTpble pecnmpaTopHble BUPYCHble NHEK-
unm (OPBW) cnocobHbl oKasbiBaTb BANAHME HA pemMofennpoBaHue fbixaTeNbHbIX MyTen
1 GYyHKUNMIO eLle He3peno MMMYHHOW CUCTeMbI. B OTAeNbHbIX Criyyasx nerkoe teyeHue
6onesHu B gebrote NporpeccupyeT Ao rmnepBoCcnanuTenbHbIX peakumii, 4To TpebyeT npo-
BeAEHNA UHTEHCUBHON Tepanuu [5, 6].

HeobxoanmocTb rocnutanusauun getent npun OPBU 3aBucnut ot taxectn nHbekuun,
BO3pacTa M HannumnA OCNOXHEHW. BonblWMHCTBO NaumMeHTOB NonyyaeT neyeHre amby-
NaTopHO, ofHaKo npumepHo 5% paeten ¢ TaxenbiMu OPU HyXpatoTca B CTaLMOHAaPHOM
neyeHun. 3aboneslune mnafeHubl o 6 MecALeB rocnuTanu3mpyotca B 23% ciyyaes,
ocobeHHo npu rpunne [7].

OPW npepctaBnaAoT cobol cepbesHyto npobiemy AnA CMCTEMbl 30PaBOOXPaHEHNA:
OHU TPebyIoT 3HaUNTENbHbIX MEQULMHCKMX PacxXOdoB M BbiMaT MO BPEMEHHOW He-
TPYAOCNOCOOHOCTY, YTO NPUBOAUT K NMPAMbBIM N KOCBEHHbBIM 3KOHOMUYECKUM MOTEPAM.
B lomenbckon obnactn (benapycb) B 2025 rogy 3a6onesaemoctb OPU y feTel coctaBmna
1154,2 cnyyas Ha 1000 geTckoro HaceneHus (66,0% OT uMcna BCex BbiABMIEHHbIX 6ones-
Heln). Hanbonee yacto faHHasA NaToNorna perncTpupyeTca y AeTen B Bo3pacTe 1O OQHOro
roga 1 oT OgHoro fo vetbipex net (1269,0 n 1738,0 cnyyasa Ha 1000 geTckoro HaceneHums
JaHHbIX BO3PACTHbIX FPYMNMN COOTBETCTBEHHO).

B OTNONOornA

OPW moryT BblI3bIBaTbCA LUIMPOKMM CMEKTPOM BUPYCHbIX, 6aKTepuanbHbIX 1 FpUOKOBbIX
natoreHoB. Yalle Bcero Bo3byauTenamm pecnmpaTopHbiX UHEKUNiA ABNATCA BUPYCHI
(no 80% Bcex cnyuae), pexe — MHEBMOTPOMHble 6akTepuun: Streptococcus pneumoniae,
Mycoplasma pneumoniae, Haemophilus influenzae, Moraxella catarrhalis, Staphylococcus
aureus u gp. Yactota OPW/ coueTaHHOW 3TMONOrMM fOBOMIbHO BaprabenbHa 1 cocTaBnsaet
oT1 20% no 80% [8].

Bupycbl - Hanbonee 3HauMble natoreHbl B 3Tronorun OPU, no ceoelt npupoge oHu
ABNAOTCA 0ONUraTHBIMIU BHYTPUKIETOUHbIMW NapasntTamm makpoopraHusma. B nocneg-
Hue roapbl bnarogapsa BHeAPEHMIO METO0B BbICOKONPON3BOAUTENBHOTO CEKBEHNPOBaHNA
CTPeMUTENbHO BbIABNATCA HOBble BUAbI BUPYcoB. CornacHo AaHHbIM MexayHapoaHoro
KOMMTETa MO TaKCOHOMMUU BUPYCOB, MO COCTOAHNMIO Ha aBrycT 2025 r. knaccnduruympoBaHo
16 213 BupoB. BMpycos [9].

bonee 200 wWramMmMoB BMPYCOB MOTYT CTaTb NpuynHoun pa3smTtna OPBU. Bupycbl cocto-
AT U3 6eNKOBOro Kancupa, cogepallero B cebe HyKnenHoByto KUCNOTY. B 3aBucumocTn
oT ee KoHourypauum soigenaoT PHK- n JHK-Bupycol. PHK-cogepxalimne Bmpycbl npe-
Ba/IMPYIOT B CTPYKTYpPEe pecnupaTopHO NaTonormm 1u 4acto MyTUpYIoT 3a cyeT ObicTpo-
ro N3MeHEeHUs NOBEPXHOCTHbLIX CTPYKTYP, UTO MO3BOSIAET STUM UHOEKLMOHHbIM areHTam
bopmmpoBaTb YCTOMUMBOCTb K MPOTMBOBMPYCHbIM MpenapaTtam 1 dbakrtopam MMMYyH-
How 3awuThl [7]. Cpegu PHK-BrpycoB Haubonee 3HauMmbIMK ABRAIOTCA PUHOBUPYCHI
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(Rhinovirus A, B, C), nHEBMOBMPYCbl — pecnupaTopHO-CUHLMTMANbHbIN BUpyc (Human
Respiratory syncytial virus) n metanHeBmoBupyc yenoseka (Human Metapneumovirus),
OpPTOMMKCOBMPYChI — BUpYchl rpunna (Influenza virus A, B, C), napammkcoBrpychl — 4 Braa
BupycoB naparpunna (Human Parainfluenza virus 1-4) n kopoHasupycbl (Coronavirus).
Bo36ygutenamu OPBU moryT 6biTb 1 [JHK-copepalume Bupychbl: ageHoBMpYycbl (Human
mastadenovirus B, C, E), napBoBupycbl — 6okaBupyc yenoseka (Human bocavirus), Heko-
Topble 3HTepoBMpycbl (Human Enterovirus D) n gp.

Haunbonbluaa akTyanbHOCTb Cpean pecnupaTopHbIX BUPYCOB MPUHAANEXNUT BUPYCY
rpunna mn3-3a BbICOKOIM KOHTarno3HocTy, obycnasnuBatoLLel ObiCTpbI pocT 3abonesae-
MOCTK, 6ONbLLYIO YaCTOTY FOCNUTanM3aLun 1 pa3BUTUE OCSIOXKHEHUI BNIOTb O NeTasb-
HbIX ncxofoB. Bupycol rpunna A n B moryT Bbi3biBaTb anugemuu, Bupyc rpunna C - cno-
pagunyeckme 3aboneBaHua. [pynny pmrcka no pasBUTUIO TAXKENbIX OCNOXKHEHWU B Neaua-
TPUYECKON NPaKTUKE COCTaBNAOT HeOHOLIEHHbIE 1 MaNIOBECHbIE HOBOPOXKAEHHbIE, AeTH
paHHero 1 MnagLero BO3pacTa, AeTr C JIErOYHbIMU, CepAeYHO-COCYANCTbIMU, HEBPONOTU-
yecknmu 3aboneBaHNAMY, UMMYHOKOMMPOMETUPOBaHHbIe NauueHTbl [10].

B cBoem pazsutnn OPBW npoxomaTr, Kak NpaBuio, HECKONbKO MOC/efoBaTeNlbHbIX
a3 (cm. pucyHok). OgHako 3Tu dasbl ABNAIOTCA YCIIOBHbIMY, Tak Kak MoryT 6ecnopagou-
HO cnefoBaTh APYr 3a APYroM WnmM nNpoTekaTb Of4HOMOMEeHTHO. Npu nonagaHun Brpyca

BHezpeHue Bupyca B snuTenuii Cn3ncToi 060/104KN BEPXHUX AblXaTesbHbIX MyTeil

v

Penpop,yKme BUPYCa B anUTenanbHbIX KNeTkax

v '

Tn6enb anuTennanbHbIX KNETOK, Bupycemunsn
BbIXOJ, BYpPYCa 1 BHeApeHue
B HOBbIE KJIETKM ¢
l ToKcnKO3, remopparnyeckuin CMHAPOM

BocnaneHnue B cnusncton obonouke
JblXaTenbHbIX NyTein CeHcnbunusauma

l l

(DOpMVIpOBaHVIe NMMYHUTETA

y

BbizgopoBneHune (MMMyHOCynpeccus)

CxeMa naTtoreHesa ocTpbIX PecnMpaToOpHbIX BUPYCHbIX UHeKLMil
Pathogenesis of acute respiratory viral infections
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B OpraHu3M NponcxoanT ero penpoayKUna B LUINHAPUYECKOM SNUTENNN AblXaTeNbHbIX
nyTel No NPOAYKTUBHOMY TUMY MyTEM JIM3MCa WU NOYKOBAHUA C nocnegytoLlen rubenbio
KNneToK 1 obpa3oBaHMeEM HOBbIX BUPUMOHOB. Pa3BrBaeTCA NIOKanbHbIA BOCMANUTENbHbIN
npotiecc, onocpefoBaHHbIM NPOBOCNANIUTENbHBIMU LUTOKMHAMM, IN30COManbHbiMu dep-
MEHTaMu, aKTUBHbIMU MeTabonuTamm Kucnopoga u ap. BaxkHyio ponb nrpatoT 3awuTHble
daKTopbl OpraHM3ma, KoTopble, C OHOW CTOPOHbI, ONPeAensaloT BO3MOXKHOCTb Pa3BUTUSA
3aboneBaHusA, CTENEHb BbIPaXXEHHOCTW KNUHNYECKUX NPOABIEHUA 1 PUCK NPUCOeANHe-
HUA 6aKTepuanbHOM MHbEKL MK, C APYroi — obecneyrBaloT NOAHYIO SAUMUHALMI0 UHdEK-
LIMOHHOTO areHTa, Bbl3JOpPOBAeHNe NaureHTa n GopmMrnpoBaHNe HECTOMKOrO MECTHOTO U
obuiero cneunduryeckoro MMmMyHuTeTa K Bo3byantento OPBU [11]. Bupyc rpunna A nmeet
0COBEHHOCTM NaToreHesa, KoTopble NPOABATCA BbICOKAM YPOBHEM BUPEMUN, Pa3BUTU-
€M 3HJOTENNOTOKCMUYHOCTY (pe3Ko nofaBnsAeT ABUraTesibHYy0 akTMBHOCTb MepLaTeNbHO-
ro aNUTenuns) U reMopparmyeckoro CMHApPoma (0T HOCOBbIX KPOBOTEUEHWIA 1O remopparu-
YeCcKoro oTeKa fierkvMx U BHyTPMMO3roBbiX KposomsnuaHui) [12]. B pegknx cnyyaax npm
HeCcBOEBPEMEHHO HAYaTOM NeyYeHUn, UMMyHOAePULIMTHBIX COCTOAHUAX pecrnpaTopHble
BMPYCbl MOTYT CTUMYNIMPOBATb Pa3BMTME aTOMNUYECKUX U CUCTEMHbIX 3aboneBaHuni.

® SMMAEMMNONOTNA

OPBM MOTYT BO3HVKATb B nob6oe BpemA rofa, HO Yalle X BblICOKaA pacnpoCTpaHeH-
HOCTb OTMeYaeTCcA B OCEHHe-3UMHWI nepuoga. McTouHnkom VIH¢EKL|,I/II/I ABnATCA bec-
CMMNTOMHbIE€ HOCUTENN 1 BONbHbIE, MHKy6aU,I/IOHHbII2 nepuoa B cpegHem CcoCtaBnAaeT ot
2p07 CYTOK. MakcumanbHoe BbigeneHmne BMPYyCOB NauneHTOM NPponCcxoanT Ha 3-n CYyTKMN
nocne 3apaxeHna n pe3ko CHNXaeTcA K 5-My AOHIO 3aboneBaHua. HenHTeHcMBHOE Bbiae-
JIEHNE BMPYCa MOXET COXPaHATbCA O 2 Hepenb. OCHOBHbIMUK nyTaMmmn I/IH(I)VILI,VIpOBaHI/IFl
ABNAKOTCA BO3ﬂyUJHO-KaI'IeanbII7I N KOHTaKTHO-ObITOBO. BI/IpbeI NMPOHUKAKT B OpraHn3m
yepes CIM3NCTYIO0 060)10‘-IKy HOCa Wi KOHDBIOHKTUBY, PYKN WK NPU TECHOM KOHTaKTe C
nayneHTOM.

B KJIMHNYECKAA KAPTUHA

CxoxecTb KnuHuyeckmx npoasneHui OPBU co3paeT onpepeneHHble TpyAHOCTM AnA
[OMArHOCTMKM, YTO NOPOW NPUBOANT K HECBOEBPEMEHHOMY Ha3HauyeHM1I0 NPOTUBOBUPYC-
HOW Tepanuu 1 yBeNnYMBaeT PUCK Pa3BUTUA OCNOXHeHWI. 3aboneBaHne conpoBoXxaa-
eTcAa KombuHauwmen obwmx (MHTOKCMKaumA, NoBbllleHne TemnepaTypbl Tena, cnabocTb,
BASIOCTb M AP.) U MECTHBIX CUMMTOMOB, OTParKatoLLMX MPOLEeCChl KaTapasibHOro Bocnasne-
HUA CN3MCTbIX 060NIOUEK PECNNPATOPHOIO TPAKTa (PUHOPER, 3aNT0KEHHOCTb Hoca, 60Mb
B ropne, Kawenb 1 ap.). OCHoBHble KNUHMYeckne npossneHna OPBU B 3aBucmocTn ot
3Tuonornyeckoro gpakTopa npeacrasneHbl B Tabn. 1 [13].

lpunn — ocTpoe pecnupaTopHoe BMpPYCHOe 3aboneBaHue, XxapakTepusylolleeca nu-
XOpagKom M cMMNTOMaMu obLie MHTOKCMKALMK, AOMUHUPYIOWMMU Ha YMEPEHHbIM
KaTapanbHbIM CUHLPOMOM B BEPXHMX OTAENaX pecnupaTopHoro TpakTta [14]. NHdekuma
npoTeKaeT B BUAE 3NMAEMUIA, NAHAEMUIA, NOKasbHbIX BCMbILWEK 1 CNOpaanyeckmx 3abone-
BaHMN. KNnnHMyeckas KapTuHa rpunna MokeT BapbMpoBaTb OT yMEPEHHOIo HeloMOraHuA
[10 NOSIMOPraHHON HEeJOCTAaTOYHOCTU C NeTaNIbHbIM UCXOLOM, YTO onpefenseTca Bo3pac-
TOM pebeHKa, CoCToAHMeM MaKpoopraH1u3ma v TMunom supyca (taén. 2) [15].

3aboneBaHne HauMHaeTCcA OCTPO: Pa3BMBAETCA CTOWKasA NUXOpafKa, CyXoW Ka-
LeNb, rO/IOBHbIE U 3arnasHUYHble 60K, MUaNrUU. TUNMUYHBIM CUHAPOMOM MOpPaXKeHWA
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Ta6nuua 1
KnuHunueckue npossnenna OPBU B 3aBucMMOCTI OT 3TUONOrnYeckoro pakropa
Table 1
Clinical manifestations of acute respiratory viral infection depending on the etiological factor
MopaxeHne
pecnupatop- | Bupycbi KnuHunueckas kapTuHa
HOFO TpaKTa
PUHUT PuvHoOBMPpYCbI, aaeHOBN- OTeYHOCTb Y rMnepemMms CM3nCTon 060M0UYKN HOCa, YMXaHue,
pycbl BblfieNeHre U3 HoCa CePO3HOrO UK CIM3UCTOrO OTAENAEMOro
DapUHIAT AZEHOBUPYCbI, SHTEPOBU- | OTEUHOCTD, FTMNEPeMUs N 3ePHUCTOCTb 3afiHel CTEHKU MMOTKY;
P PYyCbl, KOPOHABUPYCbI UyBCTBO NepLUEHUA, CAffHEHVIA, XKEHUA B ropne
YTonLeHre 1 runepemMus rofloCcoBbIX CBA3OK, CY>KEHME rofioco-
Maparpunn, KopoHasu- 9
NapuHrut bl BOW Lenu 3a CYEeT OTeKa; OCUNIIOCTb rofioca BaoTb J0 apoHuK,
Py rpy6bIi «ialoWwminy Kalenb
lpy6blii, HAACAAHDBIN Kallenb, CafHeHVe 1 6oNe3HEHHbIE OLLYy-
Tpaxeunt lpunn, KopoHasMpycbl py » HaNCafiHbIV n Call wy
LEHWNA 3a rpyanHOW
BOOHXUT PecnnpaTtopHO-CMHTMLUM- | YNOPHbI Kalluesb, BHavane Cyxow, 3aTem CO ClIN3UCTON MOKPO-
P anbHbIN BUPYC TOW, OCUNNIOCTb rofloca
lpunn, KOpoHaBMpyChbl,
pecnmMpaTopHO-CUHTULN- .
_ [nutenbHaa nuxopagKa, ofbllLKa, ManonpoayKTUBHBbIN Kallesb,
MHeBMOHMSA anbHbIN BUPYC, METaMNHEeB-
OTCYTCTBME XPUMNOB
MOBWPYCbI, ai€HOBMPYCbl,
60KaBVpPYCbl, Maparpunmn

pecnmpaTopHOro TpakTa ABNAETCA TPAXEUT, KOTOPbIN MPOABAAETCA CyXMM, 60NIe3HEHHDBIM
Kalwunem, 6o5bio 3a rpyanHoi. [1na geTel paHHero Bo3pacTta XapaKkTepHbl MHTOKCUKaLWS,
rmnepTepmMms, TOWHOTa, PBOTa, 60NN B XKMBOTE. [lncnenTuyeckme NpoABeHMsA Yalle BO3-
HukatoT npwu rpunne A(HTN1). Bupycol rpynna HIN1, H5N1, H7N9 moryT cBA3bIBaTbCA C
anbeeoumTamu | 1 |l TMNa 1 BbI3bIBaTb TAXENYIO BUPYCHYIO NHTEPCTULNANIBHYIO MHEBMO-
Huto. MoBpeXxaeHvie anbBeoLUMTOB, HapyLUeHNe C1HTe3a CypdaKTaHTa, rmasMHO3 COCYA0B
MemOpaH ferknx NpyMBOAUT K OCTPOMY PecrnmpaToOpHOMY AUCTPECC-CUHAPOMY NErkux
[16]. Mpun KNMHNYECKOM OCMOTPEe MaLMEeHTOB OTMEYalTCA OfYT/IOBATOCTb NINLA, MHbEK-
LMA COCYAOB CKMep, rmnepemMms KOHbIOHKTUB, 3€PHUCTOCTb, YMEPEHHada rmnepemus un

Ta6bnuua 2

Bo3pacTHble 0CO6€HHOCTN KNNMHNYECKOIA KapTUHBI M OC/IOKHEHWI rpunna
Table 2

Age-related features of the clinical picture and complications of influenza

BospacTtHble KaTe-

KnuHnyeckasa KapTuHa rpyunna: cMuMmnTomMbl 3a6oneBaHNA N OC/IOKHEHNA
ropuuv nayneHToB

JlnxopapKa, cencmconofobHbI CUHAPOM, OTWT, MAPOTUT, BPOHXVONNT, KPyr, MHEB-

Letn mnagwero n
[OLWKONbHOIO BO3-
pacTa

MOHMA, 6POHXO0BCTPYKTUBHDIN CUHAPOM, MUOKapAWT, nepukapamnt, GebpubHble
cypoporu, sHuedanonatvs, sHUedanut, 6akTepuanbHas cyrnepuHeekuus, obocTpe-
HUe XPOHNYECKNX 3aboneBaHni, CMHAPOM Pelie (Npy Npreme acnmpuHa), BHe3anHas
cmepTb

[eTn wKonbHoro
BO3pacTa U nog-

MapoTut, CUHYCKT, BPOHXO0OCTPYKTUBHBI CUHAPOM, BPOHXMT, MTHEBMOHUA, M1OKap-
[T, NepUKapANT, MO3UT, pabfomunonus, sHuedanonatus, sHUepannT, 6aktepuranb-
Has cynepuHdeKuya, 060CTpeHne XPOoHNYeCKMxX 3aboneBaHunin, cuHapom Peite

OCTKU S
P (Mpv Npreme acMMpPUHa), TOKCUUYECKUI LIOK, BHe3amnHas cMepTb
MmmyHoKomnpo- . .
METHOOBAHHbIE MHEBMOHMA 1 OCTPbIN PECMPATOPHbIN ANCTPECC-CUHAPOM (CaMble YacTble COCTOA-
p HWA), NPOUNEe OCNIOXKHEHMA
nauneHTbl
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WHbEKLMA COCYAO0B C/IM3NCTON 060N0UKM 3afiHE CTEHKI TOTKM, BO3MOXKEH remopparu-
YyecKmnin CMHAPOM (HOCOBbIE KPOBOTEUEHMA, NeTeXmanbHas CbiMb Ha KOXe Nnua 1 Wew, re-
MOPpPArnumn Ha CIN3MCToN 060NI0UKE MNOMOCTM PTa Y KOHBIOHKTUBDI). [pu rpmnne valye, yem
npu gpyrux OPBW, MmoryT pa3BrBaTbCA OCIOKHEHUA: OCTPbIA BPOHXUT, CTEHO3UPYIOLLMIA
NapVHroTpaxeunT, OCTPbIA CPEfHUIA OTUT, MHEBMOHNSA, MUOKaPAUT, BUPYCHbIN SHLedanuT,
cuHapom Pere (Yalle y AeTen WKONbHOro Bo3pacTa Npu nprueme canvumnaTos) 1 ap.

PrvHoBMpYyCcHasa MHbeKLMA — 3TO OCTPOe BbICOKOKOHTarno3Hoe uHdekunoHHoe 3abo-
nesaHwue. Ero Befylimii CUMNTOM — PUHUT C MHTEHCUBHBLIMU CEPO3HO-CIIN3NCTLIMU Bbl-
neneHvamun. UHdeKumna gnarHoCcTnpyeTca KpyrnorognyHo, Nk 3abonesaeMocT Npuxo-
OWTCA Ha OCEHHUI nepropA. B HacToALee BpemaA fOKa3aHO, YTO PUHOBMPYCbI MOTYT 6biTb
TPOMHbI K SNUTENNIO HE TONBbKO BEPXHMX, HO U HUXHWX AblXaTenbHbIX NyTei. 3abonesaHune
HauMHaeTCA OCTPO, BO3HMKAIOT CyXOl Kallesb, YMxaHue, puHopesn, 3aTpyaHEeHHOe HOCO-
BOE [JibIXxaHve Npu HopmanbHON unn cybdebpurnbHom Temnepatype. MNpu 06beKTUBHOM
OCMOTpe HabnogalTCcA rMnepemMma KpblibeB HOCA, CIN3MCTbIX OOOMIOUYEK POTOFNOTKY,
3ePHUCTOCTb MATKOro Heba, MHOTAA — C/le30TeYeHNe, MMNePemMmnsa KOHbIOHKTUBDI, UHbEK-
LMA CoCyAoB cKiepbl. Y geTell paHHero Bo3pacta PUHOBUPYCHasA MHOEKLUA MOXET Npo-
TeKaTb C KIMHMUKON BPOHXMONTA, MTHEBMOHUN U AblXaTeNlbHOW HepocTaTouHOCTM [17]. UH-
buumMpoBaHne NaLMeHTOB C XPOHNYECKOW MaToNorneln opraHoB fbiIXxaHnA CnocobCcTByeT
obocTpeHuio 0cHoBHOro 3aboneBaHusA, 0CO6eHHO Y fieTell paHHero Bo3pacTa C aTtonuen
(6poHXManNbHOM aCTMON, aNNEPrNYECKUM PUHMUTOM 1 aTONMYeCKUM gepmatutom) [18, 19].

PecnmpaTopHo-cuHTUUManbHaa nHbeKuma — ocTpoe BUpycHoe nHbeKUMoHHoe 3a60-
neBaHue, XapaKTepu3yoLlleecs YMEPEHHO BbIPaXKeHHbIM MHTOKCMKALMOHHBIM CMHAPO-
MOM, MPENMYyLLECTBEHHbIM NMOPaXeHNeM HUXKHUX AbIXaTeNlbHbIX NyTel, YaCTbiM Pa3BUTU-
eM 6pPOHXMONNTa U MHTEPCTULMANBHON NMHEBMOHWN Y fileTell paHHero Bo3pacta. MHdek-
LMA UMPKYNNPYET KPYrioroAnyHo, NOBbILLEHHbIN YPOBEHb 3a60/1eBaeMOCTM OTMeYaeTcA
B 3VMHUI neprog. ICTOYHNKOM BMpYyCa B MeX3NAeMUYecKnii nepuos ABNATCA JeTU C
UMMYHOAEDULNTHBIMI COCTOAHUAMM Y NaLMEHTbI C XPOHWUYECKNMY 3aboneBaHNAMM ner-
Kux. KnnHmyeckne nposasneHns 3abonesaHna y feTel ctaplue O4HOro rofa, Kak npasuno,
OrpaHNYMBAOTCA CUHLPOMOM MHTOKCUKALMKN 1 NOPaKEHNEM BEPXHUX AbIXaTesbHbIX My-
Tel. [InA getei NepBoOro rofa *KM3HN XapakTepHO TAXKENoe TeueHne MHPEKLNN C MopaxKe-
HMEM HVXKHMX AbIXaTeNbHbIX MyTel (Yalle 6pOHX006CTPYKTUBHBIN CUHAPOM) U Ppa3BUTUEM
[bIXaTeNIbHOM HeloCTaTOMHOCTH, UTO TpebyeT IKCTPEHHON rocnuTanu3aLmmn B oTaeneHve
peaHnuMaunmn n MHTEHCUBHOW Tepanuun.

MeTanHeBMOBMpPYCHasa UHPeKUUA — ocTpoe nHbEKLMOHHOe BUPYCHOe 3aboneBaHue,
npoTeKatoLlee C NPeMMyLeCcTBEHHbIM NOPaXKeHNEM HVKHUX OTAENOB AbIXaTesbHbIX Ny-
Tel, NO KIUHUYECKOW KapTMHEe HamnomuHawlollee pecnmpaTopHO-CUHLUMTUANbHYIO WH-
dekuuio. Yaule BcTpeyaeTca B OCEHHE-3UMHUIN NEPUOL, Y MOPAXKAET BEPXHME U HMXKHME
IblxaTenibHble NyTW. 3aboneBaHre MOXeT HaUMHATLCA OCTPO UM NOCTENEHHO. XapaKTep-
HbIMW KINUHUYECKUMW CUHAPOMaMU ABAAKTCA KaTapabHbi Y YMEPEHHO BblPaXKeHHbIN
WHTOKCMKaLMOHHbBIN. TemnepaTtypa Tena mokeT nosbiwatbca o 38-39,5 °C. MauneHTbl
npeabABAAIOT *anobbl Ha 3aTPyAHEHHOE HOCOBOE AbIXaHue, HeobunbHoe cepo3Hoe OT-
Jensemoe 13 Hoca, CyxoW Kallenb. Y fieTeil paHHero Bo3pacTa YacTo Pa3BuBaloOTCA OCTPbIN
H6POHXMONNT U MHEBMOHUA. [Py 06BEKTUBHOM OCMOTPE OTMEUaloTCA YyMepeHHas runepe-
MM1A N OTEYHOCTb HEOHBIX MUHAANVH, WeHas numdaaeHonaTus.

BokaBumpycHasa nHbekuma — ocTpoe BMpYycHoe 3aboneBaHne, NpoTeKaloLlee C nopa-
XeHVeM BepXHUX AblXaTeNbHbIX MyTel U He umelollee MaTOrMOHUYHbBIX KAVHUYECKNX
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CUMNTOMOB. Bupyc LUMpKynnpyeT KpyrnorognyHo, nogbem 3a6051eBaeMoCT OTMeYaeTca
B OCEHHMe MecsALbl. bokaBMpyc Bbi3biBaeT pecnmpaTopHble NHbEKLMN NpenmyLLecTBeH-
HO y peTelr. 3aboneBaHMe HauYMHAETCA OCTPO C YMEPEHHO BbIPaXeHHbIX KaTapasibHOro
(kawenb, pyHOpea) N UHTOKCMKALMOHHOIO CMHAPOMOB, NOBbILEHUA TeMnepaTypbl Tena
0o 37,5-40 °C. B nocnepgyowme gHN MOXeT MPUCOeAUHUTLCA BPOHXO0OCTPYKTUBHDIN
cuHgpom. [Mpun 6oKaBUpPYCHOW NHGEKLM BO3MOXKHO MOpaMeHne XenyLoUYHO-K/LLIEYHOro
TpaKTa Mo TUNY racTpo3HTepuUTa NPOAOCIKUTENbHOCTbIO A0 9 AHEN.

KopoHaBupycHaa uHdekuma — ocTpoe pecnupaTtopHoe BUpPYCHoe 3abonesaHue,
KNMHMYECKN XapaKTepur3yloLleeca nopaxeHnem pecnmpaTopHOro TpakTa ¢ nonumopod-
HOW KNUHUYECKOWN KapTUHOM — OT C1labo BblpakeHHbIX KaTapanbHblX ABMEHWNA BEPXHWX
ObIXaTenbHbIX NyTen A0 TAXKEeNOro oCTporo pecnupaTtopHOro CMHAPOMA, NpoTeKatoLwero
Ha GOHe aTUNMYHOI MHEBMOHMM C BbICOKOW NleTasibHOCTbio. HdeKLna MoxeT Bbi3BaTb
nopaeHune pasnnyHbIX OTAENOB AbIXaTeNbHON CUCTEMBbI, XKeNyAOUYHO-KMLLIEYHOrO TPaKTa,
Opyrvux opraHoB u cucteM. Ce30HHble KOPOHaBUPYChl LIMPKYINPYIOT C HOAOPA No mal ¢
NMKOM perncTpaummn B 3umHre mecaubl [20]. 3aboneBaHvie HaUMHAETCA C MOBbILIEHNA TEM-
nepaTypbl Tena fo cy6dpedbpunbHbix Undp, yMepeHHO BblpaXkeHHOro KaTapanbHOro CUH-
JpoMa B BMie pYHWTa U CYXOro Kallif, MHTOKCUKALMOHHbBIA CUHAPOM BblpaxkeH cnabo.
Bo3MoXHbI AncnenTruyeckme pacCTPONCTBa B BUAE CPbIrMBaHUA, PBOTbI, XKWAKOMO CTyna.

Maparpunn — ocTpoe nHbEKUMOHHOe 3aboneBaHue, xapakTepusylolleeca yMmepeH-
HbIM CMHAPOMOM WHTOKCMKaLMN U NOpaXeHneM pecnupaTopHOro Tpakta, npenmylue-
CTBEHHO C/IM3UCTbIX 060NI0YEK HOCA 1 FOpPTaHK, YTO KIIMHUYECKN NPOoABAAETCA CUMNTO-
MaMW NapuHruTa, puHnTa, dapuHruta. 3abonesaemocTb Naparpunnom Habnwogaetca B
TeyeHme BCero roga C NoAbeMOM B OCEHHe-3MMHMWI NePUOoA; OonncaHbl SNugeMmmnyeckmne
BCMbILIKN B BECEHHME N NeTHMe MecALbl. 3aboneBaHne HauMHaeTCcAa OCTPO C NOBbILIEHNA
TemnepaTtypbl Tena, NoABAeHUA C/labo BbIParKeHHbIX CUMMTOMOB MHTOKCMKALMKN 1 KaTa-
panbHbIX ABneHUn. MNauneHToB 6ecnokoAT ronosHasa 60sb, rpyobIn cyxol Kalwenb, 6onb
B ropsie, pMHopes, 3aTpyaHEeHHOe HocoBoe fbixaHue. MiHoraa y aetein go 5 net Ha ¢doHe
NOJIHOTO 3[J0POBbA BO3HMKAET «aoWUN» Kallesnb, 6bICTPO NPUCOeANHAETCS OCMNIOCTb
rofioca, LWyMHOe AbIXaHWe 1 pa3BMBaeTCA CTEHO3 ropTaHu. [lna geTen ctapLiero Bo3pacTa
XapakTepHbl aTnnMyHble GopMbl Naparpunna, NPoABNALMECA NMULWb YMEPEHHbIM KaTa-
panbHbIM CMHAPOMOM 6e3 MOoBbILEHNA TeMNepaTypbl TeNla ¥ NP OTCYTCTBUN CUMNTOMOB
WHTOKCMKaumn. MNpn ocmoTpe poTOrnoTKU OTMeYaeTcA OTeYHOCTb, YMepeHHasn runepe-
MUA CIM3UCTbIX 060N1I04eK HEOHBIX Ay»KEeK, MArKOro Heba, 3afHel CTeHKM MOTKKY, MHOTAa
HabniopgaeTcA rHOWMHbBIV HaneT B NaKyHax.

AneHoBupycHasa nHpeKLuua — ocTpoe nHdEKUNOHHOe 3aboneBaHune, XapakTepusyto-
Leeca NMXOPaAKoM, yMepPeHHO BblparkeHHOW NHTOKCMKaL e, KaTapanbHbIM CUHOPOMOM
C BbIPa)KeHHbIM 3KCCYAAaTVBHbIM KOMMOHEHTOM, NMopaKeHNnem CM3nCTbIX 0605104eK Abl-
XaTeNIbHbIX NyTeW, KOHBIOHKTMBBI a3, NMMbounaHon TkaHu. 3aboneBaeMocTb NOBbILLA-
eTCA B XONNIOAHOEe BpeMa rofa; MOryT OTMeYaTbCa anuaemMmyeckme BCrbllKK 1 cnopagun-
yeckne cnyyaun. AgeHoBMpyCHasa NHOEKUMA HauMHaAeTCA OCTPO C MOBbILEHNA Temnepa-
Typbl Tena go ¢ebpunbHbix Undp, obLIen NHTOKCUKaLUK, SKCCYAaTUBHOMO BOCMNAaNeHus
Cnn3uncTbix obonoyek 1 nonunumdageHonatTm. Ana nHdbekumm xapakTepHbl 4 OCHOBHbIX
CUMMTOMA: PUHMUT C OOWNBbHBIM CEPO3HO-CIN3UCTBIM OTAENAEMbIM, FPaHyne3HbI bapuH-
rUT, KOHBIOHKTUBUT U NUXopagKka. [letTn oo 6 mecsaueB NpakTuyeckn He GoneloT ageHo-
BMpPYCHOW MHbEKUMel, Tak Kak MMEKT MNacCUBHBIN UMMYHUWUTET, NepefaHHbli MaTepbio
B Buae cneumomnyeckmx aHtuten [16]. CamoctoAatenbHon ¢popMoi MHbeKUUN ABNAETCA
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bapUHIroKOHbIOHKTVBaNbHaA NMXOPajiKa, CONPOBOXAatoLWanca AnuTenbHow (4o 7 gHell)
BbICOKOW TemrnepaTypoi Tena, BblpaXXeHHbIM UHTOKCMKALMIOHHbIM CUHAPOMOM, pUHOda-
PUHTUTOM U NNIEHYaTbIM KOHBIOHKTMBUTOM. [lcnenTuyecknii CUHAPOM XapaKTepusyeTca
6onAMKM B XKMBOTe, PBOTON, ANapeeli; y fieTeil MOXeT pa3BUBaTbCA Me3afeHuT, NpoABna-
IoLWMACA NpUcTynoobpasHbiMu 6onAMN NperMyLLeCTBEHHO B NMPaBOoW NOAB3LOLHON 06-
nacTu.

JHTepoBUpYyCHaA MHbeKumMA — 6onbLuas rpynna aHTPOMOHO3HbIX OCTPbIX BUPYCHbBIX
3aboneBaHnIn C MOpaxeHeM pasHbIX OpraHoB U cuctem. VIx KnnHnyeckasa KapTuHa no-
numopdHa — OT Nerkmx IMXopPafoUHbIX COCTOAHUI 1 NPOCTOrO HOCUTENLCTBA BUPYCa A0
TAXKENbIX MEHUHTO3HLEe)aNMTOB, MMOKapAUTOB U Ap. Bbicokas 3aboneBaemMoCcTb OTMeuYa-
eTcA B BeCEHHe-NeTHUI NepunoA 1 B Havane oceHu. MiHbekuna HaumHaeTca ocTpo ¢ no-
BblleHWA TeMnepaTypbl Tena ao 39-40 °C, BbipaKeHHOW MHTOKCMKaLMK, FONOBHOM 6onu,
MUWanrni, HapyweHUn cHa. XapakTepHbl rMnepeMumsa KOXKHbIX NOKPOBOB BEPXHEW Mono-
BVHbI TyNOBYLa (0COBEHHO NMLa U LWen), UHbEKLMA COCYAOB CKNep, NOABIIEHNE Ha KOXe
nonumopdHON NATHUCTO-Nanyne3Hon cbinu. Npu 06bEKTUBHOM OCMOTPE OTMEYaloTCA M-
nepemMms 1 3epHUCTOCTb 3afHeN CTEHKM NOTKN, 0BNIOXKEHHOCTb A3blKa 6eNbiM HaneTom,
wenHaa numdbageHonatna. KatapanbHble CUMATOMbI YacTO OTCYTCTBYOT. OfHOW 13 KNu-
HUuyeckmx Gopm SHTEPOBUPYCHOW NHEKLMK ABAAETCA repnaHrnHa, Afid KOTopow, Kpome
BblLLEMNepeYnCIIEHHbIX CUMMTOMOB, XapaKTEPHO MOABMIEHNE MeNKMX KpacHbIX nanyn Ha
CNN3MCTON 060NI0UKe HEOHBIX AyXKeK, A3bluKa, MArKoro Heba, ObICTPO NpeBpaLLaloLLNXCA
B BE3MKY/bl 1 3p03un [16].

B nocnepHue rogbl npnumHon OPBU y 30-50% peTelr ABAAIOTCA Cpa3y HECKONbKO BU-
pycoB, KOTOpbIMK pebeHOK nHbUUMpyeTca nocnefqoBaTenbHO WY OAHOMOMEHTHO, UTO
onpepenaeT 0co6eHHOCTN TeueHna 3aboneBaHmA [21, 22]. KnuHnyeckaa kaptuHa OPU
COYETAHHOW 3TMONOTMM MOXKET 3HAUUTENIbHO OT/INYATLCA OT CUMNTOMATUKIN KaXdoN WH-
deKkumm B otaenbHOCTU. Kpome Toro, npu HacnoeHny ogHom nHdeKUnn Ha gpyryto MoryTt
BO3HMKaTb HOBblE CUMMTOMbI, HEXapaKTEPHbIE A1A KaXKAOW 13 HUX B OTAENbHOCTY. B Ha-
CTosLLee BPeMS BblAeN AT HECKOMbKO CLieHapreB KIMHNYECKOTO TeUeH s OCTPOI pecnu-
paToOpHOWN MUKCT-UHbeKUNK y feTeln [23, 24]:

1. AKTMBM3aUMA MHOEKLMOHHOro nNpoLiecca, BbI3BaHHOIO BCeMy BO3byauTenamu, C yTa-

XefeHreM TeueHua, yBennyeHnem gJIMTeNnbHOCTW 1 yXyaLeHneM NporHo3a 6onesHu.
2. MNpenmyluecTBeHHasA aKTMBM3aLUUA OAHOIo U3 MHGEKLMOHHbBIX NPOLEeccoB Nofj BO3-

LelcTBMEeM OHOTO 13 BO3byauTenen Ha Apyron unm, HaobopoT, B pe3ynbraTe aHTaro-

HM3Ma, KOr4a oavH N3 MMKPOOPraH1M3MOB OKa3blBaeT yrHeTaloLlee BAMsAHME.

3. AkTuBM3aLMn MHGEKLMOHHOTO NpoLiecca He MPONCXOAMT M3-3a BO3HMKAIOLLEero aHTaro-

HM3Ma Mexay Bo30yanTenammn coueTaHHbIX UHGEKLMIA 1 YTHETEHNA NX PENPOaYKLUN.
4. Kaxpasa 13 coyeTaHHbIX MHOEKLMIA NPy CBOEM Pa3BUTUM He OKa3blBaeT BAUAHMWA Apyr

Ha Aipyra, 1 Npu oLeHKe BO3AENCTBUA Ha OPraHn3M KX ONpefensaoT Kak CyMMy MOHO-

NHbEKLNIA.

B JNATHOCTUKA

OuarHoctuka OPBU y geTen npegycmatprBaeT OLEHKY 3NnaEeMNOSIOrNYeCcKoro aHam-
He3a, aHaMmHe3a 601e3HU, aHaNM3a *Kanob, KNNHNYECKOTO 0CMOTPA, NabopPaTOPHbIX U WH-
CTPYMeHTanbHbIX MeTo0B 06CNiejoBaHNA 1 HanpaBfieHa Ha onpefeneHne KNMHUYeCKomn
bOpMbI, CTENEHN TAXECTU, BbiIABNEHNE OCIIOXKHEHUN, pacwndpoBKy 3Trmonorum 3abone-
BaHWA 1 BbIOOP TaKTUKWN NleyeHmns.
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B obuem aHanmse npn OPBU oTmeuatoTca nekoneHus nam HopMoLmnTos, numdoun-
TO3 1 MOHoUMTO3. IHoraa B nepBble 3-4 AHA OT Hauvana 3abonesaHna Ha doHe nuxopag-
K1 BO3MOHbl YMepPeHHble N3MEHEeHMA remMaToNIormyecknx nokasaresnemn KPoBu, CXOXKMX
¢ 6akTepranbHbiMU NHbEKUMAMY (NeNKOUMTO3, CABUT NeiKounTapHo dopmynbl BNeBO,
yckopeHue CO3) [25].

B 06Lem aHann3e Moum Npu HeoCnoXXHeHHOM TeueHn OPBU natonornyeckune nsme-
HeHunA oTCcyTCTBYIOT. OfHAKO NPU BblpaXeHHON NUXOpaakKe, MUHTOKCUKaLMOHHOM CUHAPO-
Me MOryT OTMeuaTbCA HeBbIPaXKeHHbIE NeNKOLUTYPUA, NPOTENHYPUA, LUANHAPYPUSA, HO-
cALMe TPaH3UTOPHbIN XapaKTep 1 ncyesatoLme Npu HopManmsaumnm TemnepaTtypbl Tena.

C yyeToM OAHOTUMHOCTU KNUHMYeckux cumntomoB OPU onpepenutb Bo36ypmtens
MOXHO TONbKO Mpun nabopaTtopHom obcnepoBaHuM nauneHTa. CoBpemMeHHble MeTofbl
3TMONOrMYECKON AMArHOCTUKM OCHOBaHbl Ha BbiaBneHun PHK/OHK Bo3byautenein me-
ToAaMu aMmnandrKaLmMm HYKNEeNHOBbIX KUCIOT C MOMOLLbIO NMOAUMepasHol LenHon pe-
aKUMM 1 Ha oBHapyXeHWUM aHTUreHOB MeToAaMy MMMyHoXpoMaTorpadum, nMmyHodep-
MEHTHOTO aHanu3a, uMmmyHobnopecueHUnn. PekomeHayeTca npoBefeHrie UMMYHOXPO-
maTorpadum B KauecTBe 3KCNpecc-TecTa ANA BblABNEHWA BUPYCOB rpunna A v B, pecnupa-
TOPHO-CUHLUUTWANbHOrO BMpYCa, afeHoBupyca, kopoHasunpyca SARS-CoV-2 B ma3Kkax co
CNIN3MCTON 060NOUKM HOCOMNOTKMN NaLNEHTOB He NO3AHee 2 CYTOK C MOMEHTa NoABNEHUsA
KNMHMYeckon cumntomatukm [13].

BbinosiHeHne nynbcokcmmeTpum ¢ namepeHnem SpO, NokKasaHo naumeHTam co cpeg-
HeTaxenon u Taxenon dopmont OPBU ana paHHen AMarHOCTUKM pecnupaTopHbIX Hapy-
LIEeHNN.

MeanLUMHCKUMY NOoKa3aHUAMK ANA NPOBeAeHUA peHTreHorpadum opraHoB rpyaHom
KNneTkn ABnATcaA [26]:
®  Hanuyve NPM3HaAKOB AblXaTeSIbHOW He[OCTaTOYHOCTH;

B nmxopafKka uyeTblpe AHA 1 6onee 6e3 ouvara MHGeKLUKU (MpY HaNUUUKU NabopaTopPHbIX

MapKepoB bakTepranbHon nHpeKuun);

B JJOKaSIbHOCTb /WY ACUMMETPUA ayCKYNbTaTUBHbIX M MEPKYTOPHbIX MU3MEHEHWI B Ner-

KKNX;

B yyalleHre 1 ycureHne Kala Ha GoHe NPOBOAMMOro fieyeHnsa B TeueHne 7 AHen oT

Hauyana 3aboneBaHuA.

AnddepeHumanbHas gnarHocTrKa rpunna n gpyrux OPBU npepctasnaeT cobom cnox-
HYI0 3ajauy 1 C Y4ETOM CXOACTBA KIMHMKO-3NUAEMMNONOrMYecknx ocobeHHocTel Tpebyet
obazaTtenbHol nabopaTtopHol BepuduKaLum natoreHa, 0COGEHHO NPU INULEMUYECKOM
nogbveme nHbekumm. OCHOBHbIE KIIMHUYECK/E CUHAPOMbI MOPaXXeHWA AbIXaTeNbHbIX Ny-
Tel B 3aBNCMMOCTM OT BO36yaMTeNA npeacTaBrieHbl B Tabn. 3 [4, 7, 16].

W JIEMEHWE

TakTnka neueHna OPBU y geten onpepenaetca ctagnen, TAXKECTbIO, KNMHNYECKON
dopmow 3aboneBaHNA 1 3aBUCUT OT NHAMBUAYaANbHbIX 0OcCOOeHHOCTel nayueHTa (Bo3-
pacta, UMMYHHOrO CTaTyca, Hannuma ocIoXHeHUn 1 gp.). MNpu nerkom n cpepgHeTa-
Xenom TeueHun OPBWU neueHme ocyuwiectBnsaetca B ambynaTopHbix ycnosusax. [Mpu
HeapPeKTUBHOCTM Tepanuy WM HEBO3MOXHOCTW ee NpoBefeHnA B aMbynaToOpHbIX
YC/IOBUAX MOKa3aHa rocnutanusauma B ctaunoHap. focnutanmsayma naymeHToB pe-
KomeHayeTca npu Taxenon ¢opme OPBU, BOSHUKHOBEHWNN OC/IOXHEHWIA, MO 3nuje-
MMWYECKNM NOKa3aHMWAM.
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B neuyeHun OPBU y geTen HemanoBa)kHOe 3HaYeHWe UMEIOT yXoa 1 noaaeprkmBaioLine
meponpuaTua. bonbHomy pebeHKy pekomeHZyeTCcA MOCTENbHbIA WA NONYNOCTENbHbIN
peXrM Ha nepuof NoBbilEHWA TemnepaTypbl Tena o ¢edbpunbHbIX Ludp 1 obwmn —
npu ee HOpMannsauuK, ageKBaTHas rmapaTauns (opanbHbIi NPUEM XNLKOCTU B 0O6beme
50-70% oT ¢u3nonornyeckomn notTpebHoCTn), paunoHanbHoOe NUTaHNe COOTBETCTBEHHO
BO3PacTy M CONyTCTBYIOLMM 3aboneBaHnAM.

Ycnex mefikaMeHTO3HOW Tepanuy BO MHOFOM 3aBMCUT OT Hanbonee paHHero Hava-
na nevenwus. Tepanusa rpunna un apyrux OPBU gonxHa ObiTb KOMMNNEKCHOW, afeKBaTHOW
3TUOSIOTN U TAXKECTU TeueHnA 3aboneBaHnA 1 HanpaBNeHHON Ha BCe 3BEHbA NaToreHesa.
Oco60ro BH/MaHWA TPeBYIOT STUOTPONMHbIE Y CUMNTOMaTUYECKME CPeCTBa.

JTUOTPOMHaA Tepanmna HanpaBfieHa Ha CKOpeKLYo SANMNHALMIO BUPYCa N ABNAETCA
HeobXoAMMbIM KOMMOHeHTOM neyeHna OPBU n ocobeHHo rpunna. C 3TON Lenbto Ha3Ha-
YalTCA NPOTUBOBMPYCHbIE MpenapaTbl NPAMOro 1 HenpaMoro fectausA. Mpu Bbibope
NeKapCTBEHHbIX NpenapaTtoB HEO6XOAUMO MOMHUTb, UTO MHOTME U3 HUX UMEIOT Y3KYH0
HanpaBfIeHHOCTb, OrPaHUYEHHbI CEKTP NPOTMBOBUPYCHOIO AENCTBUA 1 BO3PaCTHble
orpaHuMuYeHuns B neguaTpuyeckon npaktuke. lMpenapaTtbl NPAMOro AeNCTBNA OKa3biBaloT
cTporo crneunduryeckoe feiCcTBUE, BINAA Ha CUHTE3 BMPYCHbIX OEIKOB NN NOBEPXHOCT-
Hble peLenTopbl BUPUOHA, ABNAIOTCA BbICOKOAKTMBHbBIMU, OAHAKO MMEIOT OYeHb Y3KUI
cnekTp Ppapmakonormyeckom akTMBHOCTU W MOTEHLMANIbHYIO BO3MOXHOCTb Pa3BUTUA
Pe3nCTeHTHOCTN K HUM. COrnacHoO KANMHMYeCKOMY NpoToKony «[inarHoctnka n neyeHune
OCTpPbIX PECNPATOPHbIX BUPYCHbIX NHOEKUNI (IeTCKoe HaceneHwue)», B nepuog anuae-
MMYECKOro NoAgbeMa AETAM C rpmnnonofobHbiM 3aboneBaHNeM 1 Hanuuem GakTopoB
pUCKa TAXeNIoN CTEMEHW rpunmna PeKoOMeHAYTCA TONbKO NHIMOUTOPbLI HeMpaMUHNAa3bl
B nepBble 24-48 yacoB 6051e€3HM — 03eNbTaMUBUP MU 3aHaMKBUP. O3enbTaMUBUP Ha3Ha-
yaeTca geTam Jo 3 mecaues B fo3e 3 Mr/kr, 3-12 mecaues — 2 Mr/Kr, getu ctapwe 1 roga c
maccol Tena meHee 15 Kr — 30 mr, 15-23 Kr — no 45 mr, 23-40 kr — no 60 mr, 6onee 40 Kr —
no 75 Mr; KpaTHOCTb Npmema — 2 pasa B AeHb, ANTENbHOCTb Kypca — 5 gHeln. 3aHamnsmp
Ha3HauvaeTcAa geTam ¢ 5 net no 2 nHranauum (10 mr) 2 pasa B AeHb, 4NUTENBHOCTb Kypca —
5-10 gHen. OgHako cnefyet NOMHWUTb, YTO AaHHaA rpynna npenapaToB He akTUBHA B OT-
HoweHun apyrux Bo3byautenen OPBW, nostoMy nx ncnonb3soBaHune dapMakonornyecku
He o6ocHOBaHoO [12, 26-29].

B mtoHe 2023 . B MockBe 6bina npuHaTa pesontouna CoBeTa 3KCNEPTOB, NOCBALLEH-
HOro aKTyaslbHbIM BOMpPOCaM Tepanuu OCTPbIX PecnupaTopHbiX MHOEKUWA y peTen.
B Heln 6bina 060CHOBaHa HEOOXOAMMOCTb PacCUIMPEHMA CNMCKa 6e30nacHbIX NPOTUBO-
BMPYCHbIX CPeACTB, NPUMEHAEMbIX B NegnaTpuyeckon npaktuke. bobino otmeueHo, uto
B AENCTBYIOLWNX KIIMHUYECKNX PEKOMEHAALMAX MO NIeUYEeHNI0 PecninpaTopHbIX MHbEKL WA
y OeTeli oTCyTCTBYIOT anroputmbl auddepeHUmnpoBaHHbIX NOAXOAOB K Tepanuu, CoKpa-
LAIOLWMX NPOAOIKMNTENBHOCTL 3ab0NeBaHusA, NPENATCTBYOWMNX Pa3BUTUIO OCIIOXKHEHWN
1 NOBTOPHbIX 3MN300B 3aboneBaHus, 4To 0b6ycnosnBaeT HeoOXOAMMOCTb BKOUEHNA
B HWX NPOTMBOBMPYCHbIX MPenapaToB WNPOKOro cnekTpa genctaus. MNpu 3Tom gokasa-
TenbcTBa 3GPeKTNBHOCTH 1 6e30NacCHOCTY MMEITCA NINLLb Y HEKOTOPbIX JIEKaPCTBEHHbIX
npenapaToB, OA4HNM 13 KOTOPbIX ABAETCA MHO3MH NpaHobeKc. Ero gencTene npoTmB pas-
NNYHBIX BUPYCHbIX NHbeKUMI Obino noaTeepxaeHo 6onee yem B 1500 nccnegoBaHMii.
B yka3aHHoOW pe3oniounm s3KkcnepTbl Nog4YepPKHYNN HEOOXOAUMOCTb BHECEHNA B KIMHMYe-
CKne pekoMeHZaumn AaHHbiX 06 3GGEeKTUBHOCTM U anropuTMax NPUMEHEHUS UHO3MHA
npaHob6ekca npu OPBW y petei [30-32].
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MprimeHeHWe NeKapCTBEHHbIX CPeACTB .
The Use of Medicines

WNHOo3MH npaHobeKc 3apernctpupoBaH B benapycn Kak NnpoTnBOBUPYCHOE CpeacTBO
NPAMOro AencTBuA C UMMyHOMOZYNMpYioLwen akTMBHOCTbIo. OH pa3pelleH ana npume-
HeHVA B NegmaTpuyeckon NpakTuke y AeTel oT OAHOro rofga v ctapue. B nHcTpykumm
no MefMLUUHCKOMY NPYIMEHeHMIo npenapata MHO3MH npaHobekc (MponpuHocuH-PrxTep)
B dopme cnpona (250 mr/5 mMn) ykasaHo, UTO OH MOKa3aH B KOMMIEKCHOW Tepanuu ana
neueHua rpynna u gpyrux OPBU [33].

MpAamoe NpoTUBOBMPYCHOE feicTBME npenapaTta oOyCNIOBNEHO MOAaBneHMEM pe-
nnukaumm JHK- n PHK-copepalumx BUpYycoB nyTem CBA3bIBaHUA C pUOOCOMON KNeTKu
N U3MEHEeHMA ee CTePEeOXMMMUYECKOro COCTOAHMA N HapyLleHWeM MOCTPOEHUA HYKIeo-
TUAHOW NoCnefoBaTeNbHOCTM B NpoLecce cOOPKM BUPMOHOB Bupyca. iMmyHomopynupy-
foLlee felicTBUE CBA3AHO CO CTUMynALMen GyHKLMOHaNbHOM akTuBHoCcTU T-nnmdbountos
(T-xennepoB), makpodaros, HaTypasibHbIX KUEPOB, NOBbILEHWEM MPOAYKUUN NHTep-
NENKNHOB, CTUMYNALMEN OMOXUMNYECKON aKTUBHOCTN Makpodaros 1 MOBbILIEHNEM CUH-
Te3a aHTUTen [34, 351.

Pe3ynbTathbl nccnefoBaHuii Nokasanu 3¢GeKTMBHOCTb U 6€30MacHOCTb MHO3MHA Npa-
HobeKca y NnaLueHTOB C rPUMMOM, HOBOW KOPOHaBNPYCHOW UHdekuuen n gpyrumu OPBU
[36-39]. B yKa3zaHHbIX Nnybnukauuax npefacraBneHbl KIMHUYeCKasa 1 UMMyHONoOrnyecKkas
abdeKkTMBHOCTL 1 Ge3onacHOCTb NpenapaTta B fieueHnn 1 NpodunakTMke peumansos Yy
[eTell C peKypPEeHTHbIMI PeCnUPaTOPHbIMU BUPYCHbIMU UHeKunamu. NMpoBeaeHHasn B
Poccumn dpapmakosnmpemmonornyeckaa nporpamma «OPVeHTMp», B KOTOPOWN MPUHANO
yuactue cebiwe 11 000 geTein B BO3pacTe 3—18 neT, noaTBepamuna KnvHu4ecky sedekx-
TUBHOCTb M 6@30MacHOCTb MHO3MHA NpaHobekca B neveHun OPBU pasnnyHon aTmonoruu.
OTMeueHO 3HaUNTENbHOE COKpaLLeHNe O6LEeN NPOLOIKUTENBHOCTN 3aboneBaHmA U Ka-
TapanbHbIX ABNEHUN, CHUXKEHWE B 4 pa3a YaCTOTbl OC/IOMHEHMNI MO CPAaBHEHMIO C APYTUMU
NPOTMBOBMPYCHbIMM NpenapaTaMmn 1 CUMATOMaTMYeCcKon Tepanuen [40].

MHO3MH npaHoObGeKCc B BMAEe CMpOMa HasHauyaeTcA AeTAM C TpexsieTHero Bo3pacTa
n3 pacueta 1 MA/KF Maccbl Tena pebeHka, B Buae TabneTok — C 04HOro roga M3 pacye-
Ta 50 mr/Kr maccol Tena 3a 3-4 npuema B CyTKWU. [1pOAOIKNTENBHOCTD Kypca neyveHus
npy pecnmpaTopHbIX BUPYCHbIX UHOEKUMAX HereprneTnyeckor 3TUOJSIOrMU COCTaBnsAeT
5 oHen, HO NPY COXPaHEHW KNMHUYECKOW CUMMATOMATUKIM 60S1€3HN €ro MOXXHO NPOAIUTb
no 10 gHen.

CvmnTomatuyeckas Tepanua npu OPBU HanpaBneHa Ha YMeHblUEHWe BblpaXXeHHOCTH
KNMHUYECKUX NPoABNeHni 6onesHn, HapyLalLWwmx camodyBcTBre pebeHKa (nmxopaaka,
HaCMOpK, Kallenb, 60b B ropne n ap.).

[na cHUXeHna TemnepaTypbl Tena y AeTell peKOMeHAYI0TCA »KaponoHMXKaloLwme npe-
napatbl (napaueTamon nnm ndéynpodeH) B BO3pacTHON JO3NPOBKE C MHTEPBASIOM He Me-
Hee 4-6 4acoB.

MNpu puHWUTe y AeTeln NOKa3aHO NPOMbIBaHNE HOCOBbIX X0A0B 0,9%-HbiM pacTBOPOM
HaTpuA xJopuaa WAM CTEPUIM30BaHHOIO PacTBOpPa MOPCKOW BOAbl HECKOMbKO pa3 B
[eHb; NpuY 3a510KEHHOCTM HOCa UCMOSb3YIOTCA rMNepTOHMYECKMe PacTBOPbl HAa OCHOBe
MOPCKOW BOAbI; MPU BblpaXXeHHOM 3aTPyAHEHUN HOCOBOrO AbIXaHUA — MeCTHble feKap-
CTBEHHble NpenapaTbl, obnagarLme CoCyfoCy>KUBALWNM AeACTBUEM (OKCMMETA30MNH
WS KCUIIOMETa30MMH) KypcoMm He 6onee 5-7 gHen.

Mykoperynupytowlas Tepanua (ambpoKcon, aueTunLmcTerH, KapboLumncrerH) nokasa-
Ha AeTAM NpY MHTEHCUBHOM ManonpoayKTMBHOM Kalusle, TPyAHOOTAENAEMON MOKpoTe
FHOMHOrO XapaKTepa, HannuMm XPOHNYECKOro 3aboneBaHNA Nerkux.
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Mpun Hannunm 6POHXO0BCTPYKTMBHOIO CUHAPOMA Ha3HauvaeTca 6GpoHXoNUTUYEeCKan
Tepanua: beHoTepon/unpaTtponuym 6pomug, canbbytamon. Mpwu oTcyTcTBMM 3ddeKTa no-
CJle NepBOW UHranAUMM 6POHXONUTMKA ee NOBTOPAIOT Kaxable 20 MUHYT B TeYeHMe yaca.
Mpn HeabbeKTUBHOCTU NeyeHNA Ha3HaAYalTCA FNIOKOKOPTMKOMAbI (NPefHU300H Unu
[eKcameTasoH), npu oTcyTcTBUK 3ddeKTa — aMMHOGUNNNH BHYTPUBEHHO.

AHTnbGaKTepmanbHble NeKapcTBEHHbIe NpenapaTbl CUCTEMHOIO AeNCTBMA He NoKasa-
Hbl 4151 NeYEHNA HEOCNOXHEHHbIX popm OPBI.

B 3AK/TKOYEHUE

OnddepeHumanbHaa gMarHocTMKka rpunna u apyrux OPBU y petein npencrtasnset
onpepneneHHble CIOKHOCTU B CBA3W C OAHOTUMHOCTbBIO KIMHNYECKUX CUMNTOMOB 3abone-
BaHMA N HEBO3MOXXHOCTbIO MPOBEAEHUNS 3TUONOrMYECKON 1abopaTopHON ANarHOCTUKN
BCEM MaumeHTam. B ycnosumax nonnatnonornyHoctn OPBU, nosasneHna HOBbIX WTaMMOB
BMPYCOB U PE3UCTEHTHOCTU K 3TUOTPOMHONM Tepanuu npenapaTom Bbibopa MoXeT ObiTb
WHO3MH npaHobekc ((ponprHocKH), 0bnagatoLmii NPOTUBOBUPYCHBIM U UIMMYHOMOZYN-
pytoLrM JecTBUEM C floKa3aHHOM 6€30MacHOCTbIO 1 BbICOKOW KNUHNYeCKon 3bdeKTnB-
HOCTblO.
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Pesiome

PaccmoTpeHbl BapraHTbl MIMMYHONPOGUNAKTUKU pecnpaTopHO-CUHLUUTUANBHOW BUPYC-
How nHdekunn (PCBU) y peTen paHHero Bo3pacTa C MCronb30BaHUEM NanvBru3ymaba nnu
RSVpreF-BakumHauunn. OueHeHbl 6€30MacHOCTb U 3$HEKTMBHOCTD, CpaBHUTENbHbIE Npe-
MMyLLeCTBa 1 HelOCTaTKN Kaxoro u3 metofos. Mpy 3ToM 0co6eHHO None3HbIMU Kaye-
CTBaMM NanvBm3ymaba ABNATCA MMOKasn cxema HazHaYeHUs, BO3MOXHOCTb UMMYHOMNPO-
dunaktukn PCBU y petein ¢ 7 mecaues Ao 2 neT, CTabunbHbIA YPOBEHDb 3aLUKTbl B XO4e
BCEro nepuoga npMMeHeHMA BaKLMHbI, @ TaKXKe BblCOKas CpaBHUTENbHAA SKOHOMUYeCKasn
3¢pPeKTUBHOCTb, NONTHAsA 6€30MacHOCTb AN LIeNIeBOro KOHTMHIeHTa. [peanoxeH BapuaHT
napannenbHOro nprMeHeHUa 06oMx NMMYHONPOGUIAKTUUECKMX NPenapaToB C y4eToM
WX OCHOBHbIX JOCTOUHCTB Y OTHOCUTENbHbIX HELOCTATKOB.

B kauecTtBe ocHoBbl Ans npepoTepalleHma PCBU y geten paHHero BospacTta Hanbonee
LenecoobpasHbiM ABNAETCA NpUMeHeHMe Yy bepemeHHbIx RSVpreF-BaKkuuHbl, Torga Kak
nanuensymab cnocobeH obecneunTb «MOAUMLLAIOLLYIO» UMMYHONPOPUNAKTUKY, a TaKxKe
3alWuTy JeTen rpynn prcka B Bo3pacTe ¢ 7 MecsLeB 10 2 feT.

KnioueBble cnoBa: pecnupaTopHO-CUHLMTUANbHaA BUPYCHaa NHbEKUNA, AeTn paHHero
BO3pacTa, nanuesmsymab, RSVpreF-BakunHa, uMMyHoNpodunakTuka
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CUHATHUC

ﬂAﬂVIBl/ISVMAE@

[ToMoratb — 3TO NpuU3BaHMe

CUHATUC® (nanuBm3ymab) — OpUTrMHA/bHbIV NPenapar, 3aperucTpupoBaHHbIN A5 NPODUIAKTUKMI TAXKENON
UHDEKLMU HUXKHUX AbIXaTe/IbHbIX MyTeN y AeTen C BbICOKUM PUCKOM TSXenoro TedeHns PCB nHdekummn™

yacroTa rocnuTtanmsauum Ha NpOAO/IKNTENIbHOCTb
no nosogy PCB-uHdekunms 56% rocrnuTanmsaumu no nosoay
PCBy peten c BMC®

= PWCK HacTyn/eHNs CMepTH NPOAOIXKUTENBHOCTb
70% OT BCEX MPUYMH MpY NpoBeAeHUM KucnopogoTepanuu y aetei ¢ BMNC,
MMMYHM3aumm oT PCB-UHdeKLmun’™ roCnUTaNN3NPOBaHHBIX MO MOBOAY

PCB-uHpekunm®

KpaTKas UHCTPYKLNA N0 MEAMLIHCKOMY NPUMEHeHYIO CUHArAC (NanuBIsyma6 100 Mr/ mn). KpaTkas MHCTPYKUYS 10 MeRMLIMHCKOMY NPUMEHEHVIO NeKapCTBEHHOTO NpenapaTa. PerucTpauvoHHBI HoMep: 10573/17/22/23 0T 11.04.2023. MexgayHapoaHoe
HenaTeHTOBaHHOE HaNMeHOBAHME: NanvBK3yMab. /lekapcTeeHHas GOpMa: PaCTBOP ANS BHYTPUMBILIEYHOrO BBEAeHA. COCTaB: 1M/ COAEPXXMT: G CTBYIOLLEE BELLECTBO: NaMBM3YMab 100 MT. B KaXA0M GNAKOHE O,5 M COAEPXMTCA 50 Mr nanuei3yMata.
T0Ka3aHMs! K IPUMEHEHMIO: NPOGWNIAKTYKA TAXENbIX 360/1BAHMI HIKHIAX bIXaTebHBIX My Te/, TPEBYIOLLIX FOCTIMTA/I3ALMM, Bbi38aHHbIX PECNMPATOPHIM CUHLIATMA/IHbIM BUPYCOM (PCB), y 1ETei C BbICOKIM PUCKOM PazBiTisi PCB-MHdEKUMN: AeTH ,
DOX(IeHHBIE Ha 35 HeieNe GEPEMEHHOCTH WV MeHee, BO3DACT KOTOPIX K Haualy ce30Ha PCB MHGEKUVMM WMajLue 6 MecsLes; AETH B BO3PACTE 40 2 18T, KOTOPbIM Gbi/la HEOBXOAVIMA TEPANiAS BDOHXONEr04HOI AUCTIA3MM B Te4EHHE NOCNEAHVIX 6 MeCLes;
€TV B BO3DACTE 710 2 7T C [eMOAMHAMMHECKY 3HA4MMbIMY BDOXACHHbIM NTOPOKaMM CepAUA. [1POTVIBOMOKa3aHY: T10BILIEHHAS HYBCTBUTENIHOCTb K NA/IMBU3YMAGy WM K OHOMY 113 BCTIOMOTTe/IbHbIX BELIECTB MperiapaTa. I MMep-yBCTBUTENIBHOCTb K
[IpYTIAM 4e/I0BEHECKIM MOHOK/IOHA/bHBIM aHTUTEsIaM. CrIOCOB MpyMeHeHMs 1 403bi. C Fpenapat C1Harvc BBOAST TONIbKO BHYTPUMBILIEHHO, NPEANIOHTUTENLHO B HADYXHYI0 6OKOBYI0 06/1aCTb 6eapa. OBbIYHO NPenapar He BBOAT 8 SITOAVHHYIO MoLLLLY
V3-32 PCKA NIOBPEXKAIEHS CEANMUIHOTO HePBa. VIHBEKLMIO BbINONHSIOT C MCNO/b30BAHYEM CTaHAAPTHOW ACEMTUHECKOM TeXHWKY. ECM 06beM A036l NDEBBILIAET 1 M, TO NPenapat BBOAST NALMERTY ADO6HO. PEKOMEHAI0BAHHAS PA30Bas 1034 NpenapaTa
COCTABAISET 15 MF/KI MAcChl Tena 1 pa3 B Mecsill. Cxema NpUMEHeHNs COCTOMT U3 5 MHBEKUMIA NPenapara, NMPOBOAMMbIX C MHTEPBA/JIOM 1 MEC B TEYeH e CE30HHOr0 NOAbeMa 3a60IeBAEMOCTH, Bbi3bIBAEMOIA PECTIMPATOPHLIM CUHLMTMATIbHBIM BUPYCOM.
TPeANouTUTENBHO, 4TOBbI NepBas MHBEKLIMS Gbifia NPOM3BENeHa 10 HavaNa Ce30Ha PCB-MHAEKLN. [laHHbie O MPUMEHeH1N B0/ee 5 MHBEKLMI NanMBu3yMaba Or panyeHsl. MecsiiHas 1033 (wn) npenapata CMHArie pacCHUTLIBARTCA 110 GOpMyne: Bec
nauvienTa (Kr) X 0,15. SheKTHBHOCTb Npenapata C/Harvc Npy BBEAeHYY B 4O3aX MeHee 15 Mr/KT WV Ny BBEAGHHY DEXe, Yem Pa3 B MeCAL B TeueHe BCero Ce30Hbl PCB, He yCTaHoBNeHa. [IeTsM, NepeHeCwMM WyHTVPOBaHHe CepaUa, PEKOMEHAYeTCs
BBOAWTb 403y Npenapata CMHaruc (15 Mr/Kr Macchl Tena) cpasy Xe 1o AOCTUXEHNM CTaBUBHOM0 COCTOSHNSA NOCE ONepaunv 415t NOAAEPXaHWUs HEOBXOAVMON KOHLIEHTPaLMM Npenapara B CbIBOPOTKe KPOBY. [IeTM, KOTOPbIE OCTAOTCA B 30HE BLICOKOTO
pucka 3a6onesanus PCB, nocneayioLiivie 403bl CIEYeT BBOANTL EXEMECSHHO B Te4eHIM Cero N0jjbema 3a60/1eBaemocTy PCB. I'Ipenaé)ar ‘CMHarvc, pacTBOp /411 BHyTPUMBILLIEYHOTO BBEAICHIAS!, AB/IAETCA FOTOBOM K UCM0Nb30BAHMIO 1eKapCTBEHHOM GOPMON.
He cnenyeT BCTpsXVBaTb GnakoH M CW/IbHO NepeMeLLMBATb er0 CORepXyMOe. PNIaKOH COAPXHT M3GLITOK Npenapara /s TOro, YT0BbI rapaHTUPOBaTb HABOP B WNPHL A03bI 50 Mr. Teper BBeAHMEM CHUMMTE KOANAYOK M 04MCTTE NPOBKY 70 % 3TaHONOM
WM @HANOT M4HBIM PACTBOPOM. BBEANTE Uy BO G/IaKOH W HABEPWTE B LWNPULL HEOBXOANMBIN 06bEM PACTBOPA. [penapar A0mKeH 6bITb BBEAEH HEMEL/IEHHO NOC/IE HOPa A03bI B UL, Mpenapat CUHaruc® BbinyckaeTcs BO GakoHax, CoAepX)alLyx OAHY
1103y, ¥ He COPXMT KOHCEPBAHTOB. He CMeLLMBATb PACTBOP 11 BHYTPUMBILLIEYHOTO BEEAIHNS C APYIMY NIeKapCTBEHHBIMM CPeACTBaM Y. [0CAE TOr0, Kak npernapat HabpaH 8 LIMPHLL, BBORWTL €10 06PAaTHO B0 (IAKOH HE/lb3s; HeVCrO/Ib30BaHHI/ PACTBOP
V1 OTXOflbl C/IEYET YHUUTOXUTb. HexenaTesibHbie peaivi. Haubosee CepbesHbiMy HEXeNaTeNbHbIMMA PEakLSMM DI NPUMEHeHV M npenapata CyHaruc® sBASIOTCS aHAGUNAKTAS 1 DyTVIE PEAKLAN TUNEpHYBCTBUTENIBHOCTI HEMELIEHHOTO THMa.
YacTbIMM1 HEXeNaTeNbHbIMU PEaKUMAMI NPU NPUMEHEHUN NaNBU3yMaba SBNSNCE NMXOPAZAKA, CbiMb 1 PEaKLMN B MECTe BBEAEHMS. MONHYI0 PeAAKUMIO pasaena «HexenaTesnbHble peakLui» CMOTPHTE B NONHOM BapUaHTe MHCTPYKLW. CPOK FOAHOCTH:
37073 YOI0BMS XPaHeHVs: Ny Temneparype oT 2 0 8°C. He 3aMopaxmBars. He NpUMeHSTb 110 UCTEHEHMIO CPOKA FOAHOCTM, YKa3aHHOTO Ha YNakoBKe. MO/IHYI0 MHGOPMALVIO YMTaVTe B MHCTPYKLAY 110 MEAVLMHCKOMY NPUMEHEHMIO NIeKaPCTBEHHOMO
npenapara C1Haruc PerucTpaunoHHbIM HOMep: 10573/17/22/23 0T 11.04.2023.

BN — 6poHxoneroyHas avcnnasus; I — foBepuTebHbIA MHTEpBan; BMNC — BPOXAEHHBIM NOPOK cepaua; OLLl — OTHOLWEHMeE WaHCoB; PCB — pecnMpaTopHO-CUHLMTUANbHbINA BUPYC.

* B MCCNEAOBAHMSX N0 CPABHEHMIO C FPYNMON KOHTPO/S NonyyasLuei nnaue6o.** (OLL 0,30, 95% [11 0,17-0,55, p < 0,001).

1. OBLUas xapaKTepuUCTHKa lekapcTBeHHOro npenapata CuHaruc (100 Mr/MA, pacteop /1S BHYTPUBEHHOTO BBEAGHNS), HOMED PerncTpaLmm105773/17/22/23, 11.04.2023, 31eKTPOHHbIY pecypc https://www.rceth.by/Refbank/reestr_
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Abstract

Options for immunoprophylaxis of respiratory syncytial virus infection (RSVI) in children
of the first years of life using palivizumab or RSVpreF vaccination are considered. The
safety and efficacy as well as the comparative advantages and disadvantages of each
method are assessed. The particularly beneficial properties of palivizumab include
flexible administration schedule, the possibility of RSVI immunoprophylaxis in children
aged from 7 months to 2 years and a stable level of protection throughout the entire
period of administration. The RSVpreF vaccine offers high comparative cost-effectiveness
and complete safety for the target population. A parallel use of both immunoprophylactic
agents is proposed taking into account their main advantages and relative disadvantages.
The most appropriate approach for preventing RSV infection in children of the first years
of life is to use RSVpreF vaccine in pregnant women, while palivizumab can provide catch-
up immunoprophylaxis as well as protection for children at risk aged from 7 months
to 2 years.

Keywords: respiratory syncytial virus infection, children of the first years of life,
palivizumab, RSVpreF vaccine, immunoprophylaxis

PecnvpaTopHo-cuHUMTManbHaa BupycHas uHoekuusa (PCBW) aensetcs opHow wm3
Haubonee pPacNPOCTPAHEHHbIX OCTPbIX PecnMpaTopHbIX BUPYCHbIX MHbekunin (OPBW)
yenioBeKa. JTMONOMMA — PecnMpPaTopHO-CUHUMTNaNbHble BUpYChl (PCB), oTHOCcAWMeca K
cemelicTBy Paramixoviridae, pogy Pneumovirus, cogep»at HecerMeHTUPOBaHHYIO OfHO-
HUTEBYIO aHTUCMbICNTOBYO MUHYC-PHK. [loM1HMpPYOLWYMM KOMMOHEHTaMU 060/104KMN BO3-
6ynuTens saBnATca rukonpoTtenabl G v F. MNepBbiit urpaet ponb BUPYCHOTO peLenTopa,
1 No ero aHTUreHHbiM cBorictBam PCB pasgensatoT Ha rpynnbl A n B [1, 2]. CekpeTnpyAch BO
BHeELLHIO cpefy, G-6efoK rpaeT posib aHTUIreHHON NOBYLWKN. B cBA3mn ¢ 3Tum PCB moxet
3bbEKTUBHO pa3MHOXKaTbCA B OpraHM3me Aake B NPUCYTCTBUM ONpeaesieHHoro TuTpa
cneyundumueckux aHTuTen. F-6enok obecneurBaet cnusHUE BUPYCHOW OBONIOUKN C MEM-
6paHo KNeTKM 1, KpOMe TOro, aHafoOrMYHBbIN NpoLecc Mexay UHOULMPOBAHHBIMU U 310-
POBbIMU KNeTKamm AbixaTenbHoro anutenus [1, 3, 4.
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CoBpeMeHHas NMMyHOMPOGUNaKTUKa PECUPATOPHO-CUHLUTHAANIBHON BUPYCHON NHbEKLMN
y AeTeli paHHero Bo3pacTa: 0630p nMtepaTypsl

3aboneBaHue BCTpeyaeTcA NOBCeEMECTHO. ICTOUHUKOM 3apaXeHnA ABNAETCA NaLmneHT
C KNIMHMYECKN Bblpa)keHHOW unu cteptoin ¢popmoit PCBU, a Takke BHELHe KANHUYECKN
300pOBbIV BUPYycoHOcuTenNb. [eprog 3apa3HoCTy cocTaBnaeT 5—-7 cyTok. MexaHun3m nepe-
Jayn npenmyLecTBEHHO BO3AYLLIHO-KanenbHbIn, XOTA ONpeAeneHHyo pofib MOryT Urpatb
npegMeTbl, KOHTaMUHUPOBaHHbIe Ha3aNbHOW CNN3blO, @ TaKXKe rpA3Hble pyKku. boneloT Bce
BO3PacTbl, HO 0COBEHHO YacCTO eTU, BOCMPUMMUYMBOCTb KOTOPbIX K MHbEKLMM Hanbonee
BbICOKa B Bo3pacTe [0 2 neT. IMMyHHbIn oTBeT nocne nepeHeceHHorn PCBU yracaet 6bi-
CTpee, YeM B OTHOLLUEHUN APYTMX peCcnUpaToOpPHbIX BUPYCOB, BCIeACTBME Yero MOBTOPHbIE
3aboneBaHnA MOryT HabniogaTbca faxe B Npefenax ofHOro 3nMAEMUYECKOro ce3oHa.
B cBA3M € 3TMM yxKe K 2 rogam 50% peTen ycnesatoT nepeHect PCBU geaxabl [3].

WNHKy6aLMOHHbIN Nepuod Anutca oT 3 go 5 cytok. KnuHunyeckn 3abonesaHue y fe-
Te MOXeT BbirMAjeTb Kak obbiuHoe OPBU, ogHako 6onee TMNMYHbIM ABAAETCA npe-
UMYLLEeCTBEHHOE MOpPaXKeHe HVXKHUX [bIXaTeNbHbIX NyTel C pa3BuTUeM 6poHxXmnonmTa.
MNpur3Hakamy nocnegHero ABAATCA MyUYUTENbHbIA HENPOAYKTUBHbIN Kallenb, MHOIO-
UYMCNIEHHbIe MeNKMe BaXkHble U CyXme XpUnbl Hag BCEMW NErOYHbIMWU MOAAMMU, OfbILL-
Ka npenMyLecTBEHHO 3KCMMPATOPHOro xapakrepa, AblXxaTeflbHaa HeJOCTaTOYHOCTb C
LMaHO30M, CHUXKeHMe caTypauun. BoamoxHoO Takxe pa3BuTre NnHeBMOHUN. [pu 3ToM B
KauyecTBe 3TUOJIOrMYEeCKOro areHTa 6poHxnonnToB Yatle Bbictynaet PCB Tvna A, nHes-
MOHUI — Trna B [1]. B uHaycTpranbHO pa3BuTbiX CTpaHax Cpeamn aetein, rocnuTannu3npo-
BaHHbIX C OCTPbIMU pecnupaTopHbiMy MHbeKumnamm, yactota PCBU B Lenom gocturaet
42-63%: Ha ee gonto npuxoamntca 50-90% 6poHxnonnTos, 5-40% nHeBMoHUI, 10-30%
TpaxeobpoHxuUToB [3, 5].

PCBW npucyTtcTtByeT B cnektpe OPBU noctoaHHO, nepunognyeckn gaBas orpaHUYeH-
Hble BCnbIWwKU. Ce30HHOCTb NO3[He-3MMHe-BeCeHHAA, HO JOCTaTOYHO pa3masaHa no Bpe-
MeHaMm rofa, HepefKo NMes HECKONbKO MMKOB 1 3aHMMas BeCb XONOAHbIN nepuog. Jletom
3aboneBaHue He ncye3aeT, HO Yalle BCTpeyvaeTca y feTen 2-5 net. B Poccnn fo snugemnn
COVID-19 Nk MHOULMPOBaHUA NPUXOAMICA Ha HOA0Pb — anpenb [5].

Mo paHHbIM cncTemaTuyeckoro o63opa nutepatypbl, B 2015 rogy Bo Bcem mupe 6b110
3apeructpmposaHo 33,1 munnnoHa cnyyaes PCBU, uto npmseno K npumepHo 3,2 mui-
NnoHa rocnutanusaumin n 59 600 BHYTPMOONBbHUYHBIX CMePTAM Cpeaun Aetert Mnagiwe
5 ner [4]. B T0 e Bpems noka3satenu 3abonesaemMmoCcTi U CMePTHOCTM B Pa3HbIX CTPaHax 1
pervioHax 13 roga B rof cyLecTBeHHo MeHsATcA. Ocobylo onacHoCTb 3aboneBaHve npea-
CTaBNAeT AN1A HeAOHOLIEHHbIX, 1L, C TAXKENOWN NaToNornen Nerkmx, cepaeyHo-cocyancTom
cuctembl, uMmyHogedbuuntamu [1, 6]. Tak, Bbi3aBaHHbIE YKa3aHHbIM BO36GyaMTeIeM MHEBMO-
HUWM MOTYT 3aKaHuMBaTbCA GpaTanbHo Y 25% peten ¢ BUY-uHdpekumen, y 37% c 3abonesa-
HUAMK cepaua, y 73% c neroyHon runepTteHsuen [3].

MatoreHe3 PCBU cBA3aH c nopaxeHrem pecnnpaTtopHOro snuTenma NpakTnyeckn Bcex
OTAEeNIOB pecnupaTopHOro Tpakta. MNpu 3ToM MHOUUMPOBaHE NPUBOAMUT K CIMAHUIO 3a-
pa)ke€HHbIX U UHTAKTHbIX KNETOK C GOpMM1POBaHNEM MHOTOAAEPHbBIX KNETOYHbIX NacToB —
cuHunTMA. OfgHoBpPeMeHHO Habnogaetca nponndepaumna sSNUTENNA, YTO B COBOKYMHOCTY
BbIFNAANT Kak COCOYKOBbIE pa3pacTaHusA, NeHeTpUpYyoLLme B MPOCBET OPOHXMON, CyKMBas
1 Jaxe 3aKkpbiBas ero. [lepnbpoHxmnanbHaa BoCNanutenbHasa MHGUNbTpaL s, OTek, 3anon-
HeHve NpocBeTa MeNKnX AblXaTeNbHbIX NyTen AeCKBaMMPOBAHHbIM 3NUTeIneM BMecTe C
OMNMCaHHON BbiLle MEXaHNYEeCKOW 3aKynopKon GopmrpyoT MOpPPONornueckyto KapTuHy
PCB-6poHxunonuTa [7]. Kpome Toro, o6pasoBaBlIMECA CUHLUTMANbHbIE KNETKW Hefonro-
BEUHbI, NP NX rmbenm BO3HMKAIT yuacTKM HeKpo3a ¢ neprdoKkanbHOM BOCNANUTENbHON
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nHdmnbTpayuen numdounTamy, HeTpodrnamm, Makpodaramu, BbIMOTOM B asfibBEOSbI.
B utore dopmnpytoTca OTHOCUTENBHO KPYMHbIE OYaru, YTo KIIMHUYECKN NHTEPpeTupy-
eTcA Kak NHeBMOHUA. CUMTaLOT, UTO B TAXKEIOM MOBPEXAEHUN BCEX OTAENOB pecnupaTop-
How cuctembl Npu PCBY onpepeneHHyto ponb nrpaet n HebnaronpuaTHaa moaudukauma
WMMYHHOrO OTBETa opraHv3ma ¢ npeobnagaHuem Th2-BapuraHTa, runepaktuBalment Hei-
TpodrnoB, 303MHOGUNOB N LUTOTOKCUUECKUX TMMoLMTOB [5].

MpoponxntenbHoctb PCBU cocTtaBnaeT 5-7 cyTok (8o 3 Hegenb). MHTOKCMKaLNOHHbIN
CUHAPOM, TeMnepaTypHas peaKkumsa oObIYHO BbipaXeHbl He3HauMTenbHo. XoTA npenmy-
LLeCTBEHHOW 30HOW MOpaXeHna ABNAETCA AbixaTeslbHasA CUCTEMA, Y ieTell paHHero BO3-
pacTta 1 UMMYHOKOMMPOMETUPOBAHHbBIX NINL, BO3MOXHbI BHENIErOUHbIE MOPaXeHNsA reHe-
pann3oBaHHOroO XapaKkTepa C o4aramu B MroKapge, NeyeHu, KULLeYHKKe, MoYKax, nomxe-
nynouHou xenese u T. 4. [7]. Mpegnonaraetca, uto nogo6HOMy TeueHuto 3aboneBaHnsA B
onpepeneHHol Mepe cnocobcTByeT MMMYHOCYNpeccus, CBA3aHHanA ¢ UHPULMPOBaHEM
PCB aeHApWTHBIX KNETOK, MOHOLMTOB, aJibBEONIAPHbIX Makpodaros [3]. KnuHuyeckun onu-
CaHHbIN BbIlLE MPOLECC BLIMAQNUT Kak cencmuc u obbl4HO 3aKaHuMBaeTcA Hebnaronpuat-
HO. B TO e BpeMsA Henb3A NCKIUUTb, YTo pacnpoctpaHeHne PCB 3a npegenbl neroyHom
TKaHW JOCTaTOYHO 06bIYHO, OHAKO MPOBEPUTL 3TO Y BbI3AOPOBEBLLMX NaLNEHTOB HEBO3-
MO>HO.

StnotponHaa Tepanus PCBU He pa3spaboTaHa [8]. MpeanaraBwmniica paHee UHrans-
LMOHHbIN pubaBUPUH OKa3anca HN3KO3IGPEeKTNBHBIM 1, KpoMe TOro, NpeAcTaBnAan onac-
HOCTb Ana meanepcoHana [3]. B cBA3n ¢ 3Tum ropasgo 6onee nepcnekT1BHbIM Hanpasse-
HMeMm ABNAETCA UMMYHONPOdUNaKTNKa, B KOTOPOI B HacToALLee BpemMA HaMeTUIMC [1Ba
OCHOBHbIX HanpaBneHus.

MNepBoe CBA3aHO C MAacCMBHOWM 3alMUTON pebeHKa rpynnbl pucka cneumdbuyecknumm
ryMaHu3MpoBaHHbIMN MOHOKJIOHaNbHbIMK aHTUTenamu. B Pecnybnuke benapycb u3 Hux
B HacToALLee BpeMs 3aperncTpnpoBaH nannsusymab — CuHaruc (AstraZeneca, Lseuns),
pacTtBop ana 8/m BefeHua 0,5 mn (50 mr). Bnepsblie oH 6bi1 0f00peH K NpUMEHEHMIO B
CLUA B 1998 rogy; addeKT cBA3aH ¢ HenTpanu3sauuern PCB 3a cueT B3auMoaencTBnaA C Bbl-
COKOKOHCEPBATUBHbIM Y4aCTKOM BHEKNETOUYHOIo JOMEHa 3penoro BUpycHoro 6enka cniu-
AHNA F, KOTOPbIN Ha3bIBalOT aHTUrEHHbIM y4yacTkom A [3].

MNMoka3aHnA K NpUMeHeHUIo NpenapaTa YeTKo onpefdenieHbl Y KacaloTca JeTel, UMeto-
LLMX BbICOKMI PUCK Taxenoro TeueHnsa PCBU, a nmeHHo:

B poX[AEHHbIX B CpOKe bepeMeHHOCTY 35 Heflenb NN MeHee, BO3pacT KOTOPbIX K Havany
ce3oHa PCBW/ mnapalwe 6 mecaues;

B neTell B BO3pacTe [0 2 NieT C reMoANHaMNYECKN 3HaUYUMbIMK BPOXAEHHbIMU MOPOKa-
mMun cepgua (BMaQ);

B neTell B BO3pacTe A0 2 fleT, KOTOpbiM 6bina Heobxoauma Tepanua 6POHXONErovHom
aucnna3un (bJ111) B TeueHne nocnegHnx 6 mecsLes.

Pexxnm go3mpoBaHuA: fo3a nannsBuymaba coctaBnsaet 15 Mr / Kr maccol Tena 1 pa3 B
mecAu. [epBoe BBeAeHMe XenaTenbHO NpoBecTn Ao Havana cesoHa PCBUY, a nocnepyto-
LMe — eXXeMecAYHO B TeYeHne BCero neprioaa noBblLeHHOro prcka 3apaxeHus. Cobnto-
[leHVie yKa3aHHOro pexuma KpariHe NpuHLMNNaNbHO, MOCKONbKY nepuof nonypacnaga
npenapata He npesbiwaeT 27 gHew [9]. bonbluaa yacTb KNMHUYECKOTO OMbITa, BK/OYan
OCHOBHble uccneposaHus Ill dasbl, 6bina nonyyeHa Npu NprMeHeHUn 5 nocnenoBaresb-
HbIX MHbeKLMI nannsusymaba. CeBegeHus 06 sdpdeKkTnBHOCTU Honee NPOJONKUTENBHOTO
Kypca orpaHuyeHbl. [leTam, nepeHeclunm onepawuuio Ha cepfLe, pekoMeHIyeTcAa BBECTU
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nepBsyto 03y Nannsuymaba (15 Mr/Kr) cpasy e No AOCTVXeHUN CTabnbHOro COCTOAHNA
nocne onepauuu.

MpenapaT BBOAWTCA TONbKO BHYTPUMbILLIEYHO, NMPEVMYLLECTBEHHO B NepefHe-60KoByo
yacTb 6eppa. Ecnn o6bem fo3bl NpeBbiwaeT 1 M, TO ee AeNAT Ha HECKOSIbKO UHBEKLIA.

CyluecTBeHHble MPOTMBONOKa3aHNA K BBEAEHWIO MannBu3yMaba, 3a UCKIoUeHeM He-
nepeHoOCUMOCTI KOMMOHEHTOB Npenapara, OTCYTCTBYIOT.

YacToTa HexenatenbHbIx peakuuin (HP) npu ncnonb3oBaHum nanvernlymaba Heenu-
Ka. /Ix nepeyeHb, eCnm NCKNYNTb annepruyeckue peakumm pasnnyHom TaxecTu, BecbMa
OrpaHuYeH, N He BCe oMnMncaHHble MNaToNornyeckme COCTOAHNA UMEIOT ABHbIE MPUUYNHHO-
CleiICTBEHHblE CBA3M C NPUMeHeHeM npenapata. Hanbonblwmnin MHTepec npeacraBnaert
TpombounToneHnA, BCTpeYatoLanca ¢ yactoTton >1/1000 - <1/100. Mpw BBEAEHUN Nanu-
BM3yMaba BO3MOXHO NOBbILLEHME TeMMepaTypbl Tena, 06bluHbIe NoKasbHble U3MeHeHNA B
MecTe BBefleH/A B Bufe oTeka U 6onesHeHHocTn. OgHOBpeMeHHOe NpuMeHeHne 6pPoHXo-
OMNaTaTopOB MM KOPTUKOCTEPOMZOB K yBenudeHuto uncna HP He BegeT. QopmurpoBaHue
aHTWTen K nanmenlymaby BcTpeuaetca y 1-1,5% petein. Bzanmocsasun mexgy nx npucyT-
CTBMEM 1 BO3HVKHOBeHeM HP He oTMeueHo. AnuTenbHOCTb NEPCUCTEHLUN aHTUTEN He-
BENUKa, TUTPbl UX H13KKMe. B cnyyae noABneHVA aHTUTEN B Nepuog NepBoro Kypca npodu-
NaKTUKU B XO4e NOBTOPHOrO OHW MOTYT He 0GHapyxmBaTbcsA. bonee Toro, 3adunkcnpoBaHo
NCYe3HOBEHME aHTUTEN, BbIABNIEHHbIX MOCIe 2-T0 BBefeHWA, Ha GoHe NpofoKeHNa Npo-
dunakTukm nanusmnymabom go 7 fo3. Ha ocHoBaHUM yKa3aHHbIX GpaKToB Mpon3BoauTeNb
cumnTaert, uto opmMrpoBaHMe aHTUTEN K NanuBmn3ymady He MeeT KIIMHWYECKOro 3HaueHus
[10]. B TO e BpemA He ACHO, BAUAET NI UX Halnumne Ha KNnHUYecKyo 3pdeKTMBHOCTb
npenaparta.

Bo3moxHbl myTauun PCB, npusogsawme K ytpate npodunakTmyeckor akTMBHOCTU
nanvensymaba. 310 06ycnoBneHo N3MeHeHNeM aMUHOKUCIOTHOW NoCnefoBaTeNbHOCTY
aHTWUreHHoro yvacTka 6enka F Bupyca, C KOTOpbIM CBA3bIBAIOTCA YKa3aHHble MOHOKIO-
HanbHble aHTUTeNa. YacToTa nofo6HONM CUTyaLMmn HeBeNmKa 1 cocTaBnsaeT Bcero 5-6,3%,
O[HaKO ee BO3MOXHOCTb HeobxoanMo nmeTb B BMay [9, 10]. Tak Kak MOHOKJ/IOHanbHble
aHTWTena ABNATCA cneundryHbIMK ToNbKO B oTHoweHun PCB, npegnonaraeTcs, uto na-
nuBM3ymab He MPenATCTBYeT Pa3BUTUIO MMMYHHOIO OTBeTa Ha MNaHOBYIO BakLUMHALMIO
neten [10].

Bropbim HanpasneHnem npodunaktnkn PCBU y peTein paHHero Bo3pacrta ABnseTcA
BaKUMHaLuA 6epemeHHbIX. [InA 3Toro 6b11m paspaboTaHbl cneumanbHble npenapathbl, U3
KOTOPbIX AS1A pacCMaTpuUBaeMbIX HaMu Liefiell MoKa ofobpeH oauH — BakuuHa AGpurcBo
(Pfizer, CLUA), nnodunumsat ana npuroToBneHNs pacTBoOpa ANA B/M BBeZleHWA B KOMMNIEKTE
¢ pacteoputenem (0,5 mn/go3a), 3apernctprposaHHas B Pb. [penapat cogepxuT aBa pe-
KOMOMWHaHTHbIX CTabunn3npoBaHHbIX F-aHTUreHa B npedy3noHHol KoHbopmauum (preF),
xapakTtepusytowux nogrpynnbl PCB-A 1 PCB-B [4]. o Ha3BaHMIO BXOAALNX B COCTaB aH-
TUreHHbIX KOMMOHEHTOB BaKLMHbI NOA06HOro poga nonyuunu obuyee HassaHue RSVpreF.
MexaHn3m npodunakTnueckoro AencTBrA Nannemn3ymada n BakLMHaLMM CXOAEH, TONbKO
B MEpPBOM Cllyyae B opraHu3m pebeHkKa BBOAAT UCKYCCTBEHHO MOyYeHHble MOHOKO-
HaNbHble aHTWUTeNa, a B APYromM K Hemy TpaHCnnaLeHTapHO NPOHUKAIOT aHTUTena Matepu,
HanpaBeJieHHble Ha aHTUreHbl B COCTaBe BUPYCHOro 6enka cnnaHus F.

MNMoka3aHua K npumeHeHuto RSVpreF-sakuumHbl ¢ Lenbio npodunaktuku PCBU y peten
bopMynupyloTca Kak «naccrBHas 3aLimTa oT 3a6oneBaHNin HUXKHUX AblXaTeNbHbIX NyTel, Bbl-
3biBaembIx PCB y MnageHLUeB B BO3pacTe OT poxaeHuna 4o 6 mecALeB BKoUnTenbHo» [11].
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Pexxunm posnpoBaHua: ogHy fo3y 0,5 Mn BBOAAT OAHOKPATHO B/M B 06nacTb fenbro-
BMAHOW MbILLbI MfIeYa B Nepro mexay 24-i 1 36-n Hegenammn 6epeMeHHOCTM.

MpoTrBOMNOKa3aHUA K NCMNOJIb30BaHMIO NpenapaTta orpaHNYMBalOTCA HENEPEHOCUMO-
CTbl0 KOMMOHEHTOB. BakunHauuWio y naunMeHToB C OCTpbiMK 3aboneBaHnAMYK, CONPOBO-
XKIOQALWMMNCA NNXOPALKON, PEKOMEHAYIOT OTCPOUMNTb. [pK 3TOM Hannuue HesHauuTenb-
HoW UHdEeKUMK, TaKOW Kak NPOCTYAa, He NpenATCTByeT NPoBeAeHUIo npoueaypbl. Y nuy ¢
ocnabneHHbIM UMMYHMUTETOM 3P dEKTUBHOCTb BakLMHALMM MOXET CHUXKaTbcA. [penapat
paspelleH K BBE,EHMIO OLHOBPEMEHHO C BakLMHOWM NPOTMB Ce30HHOro rpunna. Mexay
€ro BBeleHNEM 1 NPUMeEHEHNEM 6eCKNEeTOYHOW BaKLUHbI MPOTMB CTONOHSAKA, AndTepnn
N KOKJIOLLA peKkoMeHyeTcA MHTepBas He MeHee 2 Hefenb [11].

YpoBeHb 6e3onacHocTM RSVpreF-BakuUWHbI BbICOKWIA. Y GepeMeHHbIX »KEeHLWMUH Ha
24-36-11 Hepene rectaumm Hanbonee YactTo perncTpuposanmcb Takue HP, kak 6onb B Me-
cTe BBegeHuna (41%), ronoBHas 60b (31%) n mmanrna (27%). BonbLINHCTBO MECTHbIX U
CMCTEMHBIX peakLunin 6bII NErKOW Nnn cpefHen CTENeHN TAXECTN N pa3peLlanicb B Te-
yeHue 2-3 gHen. OueHb peako (<1/10 000) perncTpupoBannCb peakumm rmnepUyBCTBU-
TeNbHOCTU U cHZPOoM MniteHa — bappe. CBA3b NocnieaHero ¢ $pakTom BaKLMHALMW He SB-
NIeTCA NONHOCTbIO IoKa3aHHom [11].

Hanbonblume onaceHns Npu MCNONb30BaHMM BaKLMHALMK C LEeNblo NPodunakTukm
PCBW y petein, 6e3ycnoBHO, KacatoTcsA BO3MOXHOIO ee He61aronpuATHOro BINAHUA Ha Oe-
peMeHHOCTb. [leTanbHOMY UCCNIeJOBaHMIO YKa3aHHOMo acneKkTa 6blso NOCBALLEHO Ucce-
noBaHuvie MATISSE. B Hero Bowwnu 6onee 3,5 TbiC. XeHLMH, nonyumBLumx RSVpreF-BakuumHy,
W aHanornyHasa no YMCNeHHOCTU rpynna nnaue6o. B uenom uyactoTa HexenaTenbHbIX
asneHun (HA), 3aperncTtpnpoBaHHbIX B TeYEHNE OAHOrO MecALla nocsie MHbeKUUn Nnm B
TeueHrie OJHOro MecsALa Nocsie PoXAEHUA, MeXy CpaBHMBAaEMbIMW FpyrnamMmn He oTIu-
yanacb: y 13,8% xeHwuH 1 37,1% peTein B onblTHOW, Yy 13,1% »eHWwmH n 34,5% peten B
KOHTPO/bHON COOTBETCTBEHHO [12]. [leTanbHble faHHbIE MO CPOKaM POLOB 1 COCTOAHMIO
HOBOPOX[AEHHbIX, MONyYeHHbIe B NCCleoBaHNW, NpeAcTaBeHbl B Tabn. 1.

Kak BugHo 13 Tabn. 1, npouefypa BakLUHaUMM XapakTepu3oBanacb BbICOK/M YpPOB-
HeM 6e3onacHOCTW. HuKakoro ee He6naronpuUATHOrO BAVAHUA HU HA NCXOAbl 6epemMeHHo-
CTW, HX Ha COCTOSHME NJI0AA UM HOBOPOXKAEHHOIO B XOA€ UCCNejOBaHWSA, BKJIIOUYABLLETO
TbICAYN BEPEMEHHDIX, He 3adUKCUPOBAHO.

JaHHble 06 3ddeKTUBHOCTU NprMeHeHna ana npodunaktuku PCBU nannesusymaba n
RSVpreF-BakuuHbl NpeacTaBneHbl B Tabn. 2.

Kak BunaHO 13 Tabn. 2, npodunaktnyeckaa 3ddeKTMBHOCTb Kak Nanuemlymaba, Tak
n RSVpreF-BakuuHbl B oTHoweHun PCBU y peTtein ueneBbix rpynn Obiia BbICOKONM, XOTA
NpAMoe CpaBHeHMe CyLLIEeCTBEHHO 3aTPYAHEHO pa3finyHbiMK cnocobamu npeacTaBieHns
nony4YeHHbIX pe3ynbratos. [py 3Tom AaHHble No NanveM3ymaby ropasgo 6onee MHoro-
UMCMNEHHDI, YTO, YunTbiBasA Noutn 30-NeTHWIA ONbIT MCMONb30BaHUA NpenapaTa, BNojaHe
ectecTBeHHO. CrieflyeT TakXKe UMeTb B BUAY, UTO KaXKAasa 13 NpeAcTaBieHHbIX cTpaTerui
npodunakTnkn PCBN y neTen paHHero Bo3pacta ABNAETCA CaMO4OCTaTOUMHOMN: OHOBpeE-
MEHHOEe NPUMEHEHNe BaKLUMHALMM MaTepPeN 1 3aLliUTbl HOBOPOXAEHHBIX MOHOKJ/IOHAMb-
HbIMW AHTUTENAaMK He pekomMeHaoBaHo [20].

[Janee 66111 NPoaHanM3nPOBaHbl MPENMYLLECTBA U OFPaHNUYEHNA KaXgoro 13 nMeto-
wuxca cnocobos npodunakTrkm PCBU y fetenn. PesynbtaThl NpefcTaBnieHbl B Tabn. 3.
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Ta6bnuua 1

MCXOAI:I 6epemMeHHOCTU N COCTOsIHVE HOBOPOXAEGHHDBIX B rpynnax, nonyunswnx RSVpreF-BakuuHy unmu

nnaye6o [13]

Table 1

Pregnancy outcomes and neonatal status in the groups that received the RSVpreF vaccine or placebo

Mokasartenn S MNMnaue6o P
BaKLMHa

BepemeHHble

YacToTa cpouHbIx pofos, % 94,1 95,0 >0,05

YacToTa npexaeBpemeHHbIX pofos, % 59 50 >0,05

Pogbl B cpoke meHee 34 Hepenb, % 0,6 0,3 >0,05

MNpexpaespemeHHble PoAbl NPU BakuMHaUWK € 24-11 no <28-A Hependa, % | 1,8 1,7 >0,05

MNpexaeBpemeHHble pofbl NPU BakuMHaumy ¢ 28- no <32-a Hepena, % | 2,1 1,6 >0,05

MpexxpeBpeMeHHble poabl Npy BakumMHaumm ¢ 32-1 go 36-n Hegenu, % 2,0 1,7 >0,05

Aetn

Mpw npexaeBpeMeHHbIX pofax: Bec >2500r, % 57,3 59,3 >0,05

Mpu npexxpeBpemeHHbIX poaax: Bec 1501-2500r, % 40,3 36,6 >0,05

Mpw npexpaespemeHHbIx pogax: sec 1001-1500r, % 1,7 2,9 >0,05

Mpu npexxaeBpemeHHbIX pogax: Bec <1000 r, % 0,7 1,2 >0,05

Huskan oueHka no wkane Anrap npu poxaexun, % 1,5 1,3 >0,05

Huskaa macca gna rectayMoHHOro Bo3pacta, % 6,9 6,4 >0,05

g?:.i;:';Agazﬁe'::ce:::;cozepTHocm no no6on npuynHe 0,2 04 50,05

Ta6bnuuya 2

3¢ dekTBHOCTL NanuBnsymaba n RSVpreF-BakuuHbl Ana NnpopunakTNKn pecnmpaTopHo-
CMHUUTMANbHOIN BUPYCHOI MHEKLMN y AeTell paHHero Bo3pacTa (He A/is NpAMOro cpaBHEHMA)
Table 2

Efficacy of palivizumab and RSVpreF vaccine in preventing respiratory syncytial virus infection
in children of the first years of life (not for direct comparison)

UcTouHuK KoHTuHreHt AHanunsupyembie nokasarenu 3¢ deKTMBHOCTD

RSVpreF-BakuynHa

Yactota taxenon PCBU B TeueHne | 81,8%; 99,5% [N 40,6-96,3
90 aHen noce poxaeHns

YacToTa Taxkenon PCBU B TeueHne | 69,4%; 97,58% N

Kampmann B. et et 0-6 mecaues | 180 gHeln nocne poxaeHna 44,3-84,1

al.[12]

Yactota PCBWY, TpebyioLwas oKa-
3aHUA MEANLMHCKON NOMOLLN, B 57,1%;

TeyeHwue 90 aHel nocne poxaeHna | 99,5% W, 14,7-79,8
YacToTa rocnutanusauum c PCBU B | 78,6%; 95% AW 62,1-87,9
Bo3pacTe 0-3 mecAueB

YacTtoTta rocnutanusauum B ceAsn ¢ | 71,3%; 95% AU 53,3-82,3
Marc G.P. et al. [14] Letn 0-6 mecaues | PCBU B Bo3pacTe
0-6 mecaueB

YacToTa taxenoi PCBU B Bo3pacTe | 76,9%; 95% [ 45,0-90,3
0-6 mecaues
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OkoHuaHune Tabnunubl 2

O6wan xapaktepu-
CTWKa NeKapCcTBeH-
Horo npenapara

LeTtn 0-6 mecaues

Yactota PCBWY, Tpebyiowas oka-
3aHMA MeAMLIMHCKON NoMoLLK, B
TeyeHue 90 AHel nocne poxaeHna

57,1%; 95% AN 14,7-79,8

[15]

MeTaaHanus 10 uc-
crnegoBaHumn

3 MecAueB, He-
[IOHOLLEHHbIE U C
XPOHUYECKOW
naTonoruven

Abpucso To e — B TeyeHme 180 aHer nocne | 51,3%; 95% [N 29,4-66,8
[11] poxpeHna
MNanuBnsyma6
0/, %%
El-Atawi K. et al. [leTin 28 AHeit - YacTtoTa rocnutanusaumm B cBasn | 49%

cPCBM

YactoTa nocTynneHna B otaeneHne
VIHTEHCBHOWN Tepanun

(RR*=0,51; 95% AU
0,40-0,65; P<0,00001)
51%**

(RR=0,49; 95%
0,30-0,81; P=0,005)

GaregnaniL.etal.
[16]

[eTtn <24 mecaues
¢ BMNC, Heonepa-
6enbHbIMY 1NN
YaCTMYHO Koppw-
rMpoBaHHbIMMN

MpoAOMKUTENBHOCTL OKCUTeHO-
Tepanuu

YacToTa rocnuTannsaumm B CBA3un
cPCBU

72,5%**
(27,9 vs 101,5 pHa, P=0,014)

45,4%**
(5,3% vs 9,7%, P=0,003)

HepoHolueHHble
<35H.r,
0-6 mecaues

YacToTa rocnuTannsaumm B CBA3un
cPCBU

77,8%**
(1,8% vs 8,1%)

Letn <24 mecaues
c BNJ, Tpebytowen
Tepanun

YacToTa rocnuTanusaumu B CBA3N
cPCBU

38,3%**
(7,9% vs 12,8%)

3p0poBble Heao-

YacToTa rocnutanmsaumm B CBA3N C
PCBW B TeueHune

82,4%**
(0,9% vs 5,1%)

Carbonell-Estrany X.
etal. [17]

HOLLIEHHble 1roAa
32-35h.1. YactoTa PCBW B TeueHne 66,4%**
1roga (4,7% vs 14,0%)
YacTtoTa rocnutannsauymm B CBA3N 58,2%
Hetw s24meciues | ¢ pci (3,3% Vs 7,9%,
P<0,01)

HepoHolwweHHble
<32H.T.

YacToTa rocnutanmsaumm B CBA3N C
PCBW B BO3pacTe go
6 mecAueB

CHWXeHne B 6 pa3 B
CpaBHEHWM C KOHTPOJTbHOMN
rpynnow (P=0,007)

HepoHolueHHble,

YacToTa rocnuTanvsaymm B CBA3N

54,1%**
(2,8% vs 6,1%, P<0,001)

KopcyHckuin A.A. n
coaBT. [19]

HepoHolweHHble
0,5-6 mecaues

<35 H.T.6e3 BJ1
Oetn 2,5 mecaua -
1ropa 10 mecAues
cbng

Oetn 0-,5 mecaua —
1 roga 9 mecAaueB
cBINC

Bcero

Stewart D.L. etal. netn cbNj, c PCBU B rpynnax c perynapHbim 619
[18] remofvHaMnyeckn | nprvemom nanusmnsymaba un Hapy- °
(2,3% vs 5,9%,
3HauMmbImu BIMNC LIEHNAMMU CXeMbI
P<0,001)
50,0%**

YacToTta rocnuTanvsaymm B CBA3N
C I/IH¢€KLWI$IMI/I HWXHUX AblXaTeslb-
HbIX nyTe|7| B TeyeHue 3 mecAues

(2 vs 4 cnyyaes)

85,7%**
(2 vs 14 cnyyaes)

100%**
(0 vs 2 cnyyaes)

80%**
(4 vs 20 cnyyaes)

MNpumeyanua: * O — onbIT; K — KOHTponb; IVl — [OBEPUTENBHBIV UHTEPBAN; H. I. — HEAENb recTaumm; vs — versus (<npoTms»);
** oTHOCUTENbHYO 3$GEKTUBHOCTL ANA nanuemaymaba paccumtbiBanu no opHow u3 ¢opmyn: (1-A/B)x100%, (1-RR)x100%
nmnb6o (B-A)/B x100%, rae A — ypoBeHb aHanM3Mpyemoro nokasaTens B OMNbITHON rpynne; B — ypoBeHb aHann3mpyemoro noka-
3aTenA B KOHTPONbHOM rpynne; RR — OTHOLWEHMe PYUCKOB; eCN NPOU3BOAWICA PacyeT, OPUrMHabHble AaHHbIE U3 LUTUPYEMOTrO
VNCTOYHMKA YKa3aHbl B CKOOKax.
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CoBpeMeHHas NMMyHOMPOGUNaKTUKa PECUPATOPHO-CUHLUTHAANIBHON BUPYCHON NHbEKLMN
y AeTeli paHHero Bo3pacTa: 0630p nMtepaTypsl

Ta6bnuua 3

MpenmyuiecTBa U HeAOCTATKMN PasNINYHbIX CMOCO60B NPOPUNAKTUKIA PeCnNPaTOPHO-CUHLNTNANbHON
BUPYCHOI NH$eKLUMN y AeTell paHHero Bo3pacra

Table 3

Advantages and disadvantages of various methods for preventing respiratory syncytial virus infection
in children of the first years of life

Mpenapa- | OLEHOYHble XapaKTepNCTNKU
Tbl Mpeumyuwectea Hepocratkn

—  HeobxoanMocCTb LONONHUTENBHOTO
napeHTepasibHOro BMeLlaTenbCTBa BO
BpemaA 6epemMeHHOCTM C BO3MOXHOCTbIO,
XOTb N HU3KOW, pa3Butna HP

—  HeB0O3MOXHOCTb 3aLMTbl BCEX BXOAALINX B
rpynrbl prUcka npu BbI6OPOYHOM BapriaHTe

— [pocTon pexxum 1 cnocob NpuMeHeHus
— [onHoe oTcyTCTBME HEOOXOAUMOCTU
napeHTepanbHbIX BMELLATENbCTB Y

RSVpreF- pebeHka
BaKLMHOMPOOUNaKTUKN
BaKLUMHa — HuBenupoBaHue pricka pa3sutua HP y
pebeHKa — TocTteneHHoe CHUXEHMe cTemneHn
3aLLMLLEHHOCTU K KOHLY AeKNaprpyemoro
—  OTHOCKTENbHO HM3Kas CTOMMOCTb tnw Uy a Xdld
nepvioga npodunaxktuku PCBU [9]
npodrNaKkTMKm

—  OrpaHuuyeHne MakCUManbHoro neproaa
3awmTbl ot PCBU
— 6 MecAueB Nocne poxaeHna

—  CrabwnbHas 3¢ PeKTUBHOCTb B TeUeHne
BCero nepuopa NnpuMeHeHus
— TapaHTUpOBaHHbI OXBaT BCeX rpynn
pucKa, B TOM Yncnie paclupeHHbIX* .
napeHTepanbHbIX BMELLATENbCTB Y feTeln
[M6KOCTb NPV NPUHATUN peLLeHus

Manususy- paHHero Bo3pacTa
0 cpokax BBefileHUA npenaparta B .
Mab —  YBenuueHune prcKoB MHGULIMPOBaHUA feTen

YCNIOBUAX MEHSAIOLLENCA INMACUTYaLmn
—  BO3MOXHOCTb OCYLLECTBCHNS 3ALUATHI paHHero Bo3pacTa B CBA3U C NOBTOPHbLIMU
noceLleHMAMY MegyupexaeHnii

neten ¢ 7 mecsues Ao 2 neT, B TOM Yucne
—  OTHOCMTENbHO BbICOKas CTOMMOCTb
B TEYEHME HECKOMNbKMX SNNAEMUYECKMX
NpoPUNAKTUKM
Ce30HOB

Bo3amoxHocTb pa3Butua HP y pebeHka, B
TOM Umncrne cepbesHbIX
—  Heob6xoaMmocTb NOBTOPHbIX

MpumeyaHma: * B Poccum nokasaHnA K BBeAEHMIO NannBM3ymaba paclumpeHbl Ha OnepupoBaHHbIX B BO3pacTe Ao 2 JIeT No no-
soay BINC c ncnonb3osanmem AUK nnn 3KMO, 4acTMUHO — Ha feTel paHHero Bo3pacTta C TAXKENbIMU HEPBHO-MbILLEYHbIMM 3a-
6oeBaHNAMM, NAaTONOrMell HEPBHO CUCTEMbI, COMPOBOXAAOLENCA HapyLIEHNAMI [blXaTelbHOWM GyHKLMUM, C aHOManMAMU
[bIXaTeNbHbIX MyTell, BPOXAEHHON AnadparmManbHON rpbiKei, MHTEPCTALMANBHBIMU U FeHETUYECKN AeTePMUHUPOBAHHbIMMN
60ne3HAMM Nerknx, CMHApomMom [layHa, BPOXKAEHHbIMU UMMyHOZepULMTaMU, TPAHCMNaHTaLMen BHYTPEHHUX OPraHOB WU re-
MOMO3TUYECKNX CTBOJIOBbIX KNeTok [5].

Kak BugHo 13 Tabn. 3, y Kaxpgoro u3 npenapatos ansa npodunaktmkm PCBU y neten
MMeIoTCA KaK JIOCTOMHCTBA, Tak U HeJOCTaTKW. BaxHenwnm npenmyLLecTBOM nanmBusy-
Maba, C Halleln TOYKM 3peHus, ABNAETCA rMbKaa cMcTema NPUMEHEHMWA C BO3MOXHOCTbIO
oxBaTa 6onee cTapLmx feTel 1 AONONHUTENbHbIX FPYNn. MaBHbIMU NO3UTUBHBIMI CBO-
ctBamu RSVpreF-BakuuHbI BbiCTynatoT nonHas 6e3onacHocTb AnsA pebeHka 1 oTCyTCTBUE
Heo6X0AMMOCTY NOBTOPHbLIX UHBEKL I, TPpebyowmx noceleHma MegyypexaeHmin. Kpo-
Me TOro, Npu CMOWHOM BapuaHTe BaKUUHaUMW B CUCTeMy 3allMTbl 3aBeJOMO BOMAYT
1 BCe Apyrue, Kpome 0603HauYeHHbIX B UHCTPYKLMW MO NPUMEHeHUIo, 0cobo ya3BUMble
KaTeropuu peten [8, 21-23]. Ha ctopoHe RSVpreF-BaKkLHbI NOKa 1 605iee HU3KKNe pacxo-
Ibl, TpebyioLwmeca ana opraHu3auumn cnuctembl UMMyHonpodunaktnkn. OgHako caenaTb
O[HO3HaYHOe 3aKJIlYeHVEe O HAIMUYNK Y OLHOrO U3 BYX NPeACTaBNeHHbIX CNOCOOO0B 3a-
WMTbl AeTen paHHero Bo3pacTa oT PCBU ABHbIX NnpenmMyLLecTB, C Halle TOUKU 3peHuns,
HEBO3MOXHO.
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B TO ke BpemA aHanu3 npefCcTaBfieHHbIX MNO3UTUBHbBIX U HEraTMBHbIX acMeKTOB UC-
nonb3oBaHUA Nanusr3ymaba n RSVpreF-BaKkLUuWHbI 3acTaBnAeT AyMaTb O TOM, YTO yKa3aH-
Hble npenapatbl MOryT 3GGeKTUBHO AOMNONHATL APYr Apyra. To ecTb, C MeguUMHCKON 1
3KOHOMMYECKON ToueK 3peHus, Hanbonee uenecoobpasHbiM ABNAETCA UX Napannenb-
Hoe npumeHeHue. MNpun 3Tom ocHoBHaA npodunakTnka PCBN gonxHa 6a3mpoBaTbca Ha
RSVpreF-BakumHaLuy, Tak Kak ee npeumyLlecTsa, ocobeHHo GprHaHcoBble, 6onee cyle-
CTBEHHbI. CXOHOIO MHEHVA NPUAEPXKMBAOTCA U Apyrue uccnepgosatenm [9]. OgHako Ha
oo nanneuymaba npu 3Tom ocTaeTca «noguuiiaoLLasy MMMYHMU3aUua, HanpasneHHas
Ha 3alWuTy feTeln, MaTepu KOTOPbIX He MPOLLY BaKLMHaLUuio B xofde 6epemMeHHOCTU Nnbo
cpok npodunaktnku PCBM ana KoTopbix NpeBbillaeT 6 mecAueB. BapmaHT Takoro nogxo-
[a npepcTasreH B Tabn. 4.

Ta6bnuua 4

BapuaHT napannenbHOro NCnonb3oBaHus nanuemsymaba u RSVpreF-BakuyuHbl ans npopunakTuku
pecnupaTopHO-CUHLMTUANbHOI BUPYCHOI NH$eKLN Y fileTell paHHero Bo3pacTa

Table 4

Options for parallel use of palivizumab and the RSVpreF vaccine to prevent respiratory syncytial virus
infection in in children of the first years of life

BapuaHT BBe- | Pexxumbl uMMyHONpodUnaKkTukn
AeHusa n
MMeHeHune
RSVpreF- KOHTUHreHTbI CpoKu BaKuMHauum P
BaKLUHDI nanusBusymaba
—  KeHLMHbI C NPVBBIYHBIM .
HeBbIHALLMBAHMEM [etv rpynn pucka* B Bo3pac-
—  BepemeHHble ¢ Te 10 6 MecALieB B Nepuoabl
yCTaHOBNEHHbIM BIP 3NUAEMNONIOTNYECKOrO
CepAGUHOI AN NIErOUHOI! Hebnarononyuus no PCBY ot
CMCTeMbI NNopa B xofe 2 B 24 Hepenvi rectaumn | HepakLMHUPOBAHHbIX MaTe-
(19-21-7 Hegena rectauum) pev 60 Npu BaKLMHALMN
Y3U-06cnenoBaHuii npm MOCNEAHNX MEHee HeMm
NPUHATOM peLLeHNN O 3a 15 pHeit po poAos
COXpaHeHNn GepeMeHHOCTH Aetn rpynn pucka® B sospac-
” - C 6 Te OT 7 MecALeB [10 2 NeT B
EHLLVHbI C Yrpo30i |:|;36epb|3a- OKTABPSA M0 aNPeNb | hanyonn snMaemMmonorye-
} HUA B XOAe HacTosLen bepe- BKJIIOUMTE/IbHO B CKOrO HeGnarononyuma no
Bbi6opouHbIin MEHHOCTU NOCAe CTabunmsaumm | Cpoku ¢ 24-i go 36-t0 PCBU
COCTOAHNA Hepento rectaymu
[leTn B BO3pacTe fo 6 meca-
LieB B nepuropbl annaemmnosno-
rmyeckoro Hebnarononyuns
C okTAGpS 110 anpens no PCBW oT HeBaKLMHMPOBaH-
HbIX MaTepel nMbo npw Bak-
Mo »enaHuio XXeHLVHbI Ha KOM- | BKIIOYMTENIbHO B LMHaLMN ?locnenme’?\neHee
MepuecKom OCHOBe CpOKWU ¢ 24-1 po 36-t0 .
Heenio recTaLm yem 3a 15 gHewn oo pogos
[leTn B BO3pacTe OT 7 MmecALeB
00 2 neT B NnepuoAbl anuge-
MUosIorMyeckoro Hebnaromno-
nyuma no PCBU
AHanornyHo Bbi6opoyHOMyY
CnnowHon Bce 6epemeHHble B 24 Hepenu rectaummn | BapuaHTy BakumHonpoou-
NaKTUKN

MprmeyaHuna: * K rpynnam pucka OTHOCAT: AeTell B BO3pacTe Ao 6 MecALeB — HeAOHOLWeHHbIX <35 Heaenb rectauuu, ¢ B,
remoaviHammueckn 3Haummbimu BMC; B Bo3pacTte oT 7 mecsueB fo 2 net - ¢ b/1[], TpeboBasweri neyeHns nocnegHme 6 me-
cAleB, C reMogMHaMMYecKmn 3HaunmbiMmn BINC; Apyryx nauneHToB B BO3pacTe [0 2 fieT B C/lyyae pacluiMpeHuns nokasaHuii K
npo¢unaktrke PCBU.
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Kak BuaHO 13 Tabn. 4, npu ncnonb3oBaHun RSVpreF-BakumHbI B pexxriMe BbIOOPOUHON
BaKUMHaLMM HUWa nanusmlymaba upesBblyaliHO BenvKka. B mepmoppbl anmaemuonoru-
yeckoro Hebnarononyumsa npenapat cnocobeH obecneunTb 3aWUTY JeTel rpynn pucka
B BO3pacTe 10 6 MecALeB B CJlyyae, eC/iv Ux MaTepy BoobLe He Obiny BaKLMHUPOBaHbI
ot PCB nn6o 31a npouenypa Obina nposefeHa B HeONTMaslbHble CPOKW. Kpome Toro, Ha
Jonto nanuemn3ymaba npuxoanTca npoasieHHasa npodunaktrka PCBU y petein ¢ 7 mecaues
no 2 ner, Kotopyto RSVpreF-BakunHa obecneuntb He cnocobHa. Mpu 6onbLien cToumocT
CNIOWHan BakumMHaumsa, 6e3ycnoBHo, bonee npeanoyTMTeNnbHa, MOCKONbKY OHa OpraHu-
3aLMIOHHO MpoLLe 1, KPOMe TOro, NO3BONIAET B NOSIHON CTENEeHN 13beXKaTb 3amnasgblBaHuA
npu BakLMHaLUN UM OWNOOYHOrO HEBKITIOUYEHNA OTAENbHBIX ML B OPraHU3yemyto cu-
cTemy 3awmTbl. OfHaKOo 1 B 3TOM Ciyyae nanveusymab coBeplueHHO HeO6XOaUM B CUTYa-
LMAX, aHaIOrMYHbIX ONMUCaHHbIM Bbile A1A BbIGOPOYHOro BapuaHTa BakLMHoNpodunak-
TnKku PCBU.

BakumHaumto 6epemeHHbIx RSVpreF-BakLUUHOM € oKTAGPA No aekabpb LenecoobpasHo
coyeTaTb C NPOTMBOrPUNNO3HOW BakUuHaLumen [11], yke ABnAoLWenca NONHOLEHHON Ya-
cTblo HaumoHanbHoro KaneHgapsa npodunaktnyecknx npusneok Pb. 31o no3sonut 3awm-
TUTb OT rPUMMa He TONbKO MaTepeli, HO U fileTel paHHero Bo3pacTa Mo TOMY Xe MeXaHn3Mmy,
yto u ot PCBA [9].

MepcneKkTyBbI fanbHeNLero pa3BnTUA UMMYHOMNPOdUNaKTUYECKOro HanpasneHus 3a-
wmnTbl aeten ot PCBU, no-Bmanmomy, cBA3aHbl C BBEAEHNEM B LUMPOKYIO MNPAKTUKY MOHO-
KNOHasIbHbIX aHTUTEN AJINTENBHOIO AENCTBUA TUMA HUPCEBMMaba (He 3aperncTpupoBaH
B Pb), a Takxke ¢ BakUMHaLuen geten rpynn pucka nocne JOCTUXKEHUA NMN 6-MeCAYHOro
BO3pacTa (Mpenapatbl B pa3paboTke) [9, 24].

B 3AK/TKOYEHUE

B HacToAwee BpemA npu napannenbHOM ncnonb3oBaHun RSVpreF-sakuyuHbl n nanu-
BM3yMaba MMeeTcA BO3MOXHOCTb HaflexkHol 1 6e3onacHoi npodunaktuku PCBU y feten
paHHero Bo3pacTa, iNA KOTOPbIX YKa3aHHaA NaTonornsa npefcTaBnseT ocobyto onacHoCTb.
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MAPWHA EBFEHbEBHA AKCEHOBA

KaHanaat MeguuMHCKMX Hayk, BeAyWwUn HayYHbIN
COTPYAHVK OTAeNna HacneACcTBEHHbIX U NPUOBPETEHHbIX
6onesHen nouyek nmeHn npodeccopa M.C. NrHaToBow
HayuHo-nccnefoBaTenbCcKOro KIMHUYECKOrO MHCTUTY-
Ta NeguaTpuuv 1 LeTCKOW XUPYPruvM NMeHW akajemumka
0.E. BenbTuiieBa Poccnirickoro HaLMoOHanbHOro nccne-
[l0BaTeNIbCKOro MeAMUMHCKOrO YHMBEpCUTeTa MMEHU
H.W. NMuporosa, Bpau-Hedponor HaumoHanbHOro meau-
LIMHCKOrO MCCeaoBaTenbCKOro LieHTpa AETCKON rema-
TONOrNKU, OHKONOTUN U UMMYHONIOTN UMeHU OmuTpua
Porauesa

— Kak un Korpga Havanca Baw nyTb B neguartpuio?

— B cTapwewn wkone noHaAna, 4to xouy pabotatb C
getbMu. MHe HpaBUANCb eCcTecTBEHHO-HayuYHble
npegmMeTbl, HO He ObII0 HU OAHOMO, KOTOPbLIN A XO-
Tena 6bl NpenogaBaTh BCIO XM3Hb. [To3TOMY Nnefua-
TpusA, 06beNHNBLIAA feTel N eCTeCTBEHHbIE HaYKN.

— Koro Bbl cuntaete cBoum Yuutenem B npodec-
cain?

— Mawio CepreesHy /IrHaToBY, KOTOpasA OTKpbina MUp
Hedponoruu, yunna gymatb, 3agaBaTb BOMPOCH! U
NCKaTb Ha HWX OTBETbl, OTCTaMBaTb CBOE MHEHMe.
Ho 3710 6b110 661 HEBO3MOXHO 6e3 aTmocdepbl MH-
CTUTyTa, Bo3rnasnsemoro lOpuem EBreHbeBuuem
BenbTuuieBbim, 1 6e3 noaaepKKN CTapLInUX KOmner:
Bnagummpa Buktoposuua [OnuHa, EneHbl AHato-
nbeBHbl XapuHoi, Enenbl CtaHncnasosHbl Mockane-
Bou, Onbru lOpbeBHbI TypnnTko, Onbr BUKTOPOBHbI
KaTbiwesown, TaTbAHb MuxannoBHbl 3a40POXXHOWN 1
Jlennbl MamenoBHbI banrnnbguHom.

— Kakue nyHKTbl KnAaTBbl [Mnnokpata Hambonee
3HauMMbl NTN4HO gnA Bac?

— «B kakon 6bl jom A HW BoLlen, A Bongy Tyda AnA
nosb3bl 60IbHOrO».

— Kakum rnaBHbIM KavectBom, Ha Baw B3rnag,
AosmkeH o6napaTtb Bpau?

— OTBeTCTBEHHbIM HepaBHoAYyLWeM. [My6oKMe 3HaHKA
1 yMeHMs, onpegensiowye npopeccuoHannsm, B py-
Kax pPaBHOAYLWHOrO YeioBeKa — PEMECSIO, a TOJIbKO
[06pOThl M SMMATVM AN Bpaya HeJoCTaTOuUHO.
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Meanatpus B nnLax .

— KakoBa cdepa Bawmx HayuyHbIX MHTepecoB?
— Tlepunatpryeckasn Hedponorua 1 Bce BOKPYT Hee.

— Yro Bbl 60nblLUe BCEro LleHNTe B CBOE HbIHEeLUHeN
pa6ote?

— O6LeHre c HepaBHOAYLIHbIMMW NIOAbMU, OObeANHEH-
HbIMK O6LLel Lenbio, ABUXKeHWe Bnepes, oLlyLleHre
BaXKHOCTM TOFO, UTO fAeNlaellb, U PagoCTb, €C/IN YTO-TO
nonyyaercs.

— Yro goctaBnsAer Bam Han6onbluee ygosonbcreme
B KN3HN?

— CuactnuBa, Korga 6nusKre niogn PAROM 1 A MOry 1X
noanep»arb.
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MPABUJIA AN1d ABTOPOB, MJIAHUPYIOLLUX NYBJIMKALUIO B >)KYPHAJIAX U3 ATEJ/IbCTBA

«[MMPO®ECCUOHAJIbHBIE U3AAHUA»

C noppo6Hoi Bepcmen 1 npumepamu opopmneHns
CTaTbM MOXXHO O3HAaKOMUTbCA Ha caiiTe recipe.by.

B »ypHane ny6nunKyoTca opurHanbHble cTaTby, Onu-
CaHNA KNMHUYECKNX HAbMIOAeHNI, nekummn 1 0630pbl nnTe-
patypbl.

KypHan paccmaTpuBaeT maTepuasnbl OT aclMpPaHTOB,
couckaTenei, JOKTOPAHTOB, CMELMANNCTOB 1 SKCNEPTOB.

MNpepcTaBneHne cTaTby B XypHan NoapasyMeBaeT, uTo:

CTaTbs He Gbinia OMy6VKOBaHa paHee B ApYroM XypHarne;
B CTaTbA HE HAXOAUTCA Ha PACCMOTPEHU B APYTOM XKypHane;

BCE COaBTOPbI COMMAcHbl C NybnuKauven Tekylien

Bepcum CTaTbu.

Mepen oTnpaBKoW cTaTby Ha paccmoTpeHue ybeau-
Tecb, yto B daine (pannax) cogepuntca Bca Heobxogmmas
nHbOpPMaLMA Ha PYCCKOM M aHITMINCKOM A3blKax, yKa3aHbl
MCTOYHUKM MHOPMaLMKM, pa3MeLLeHHOW B PUCYHKax U
Tabnuuax, Bce LnTaThl 0GOPMNEHBI KOPPEKTHO.

MapameTpbl popmatmpoBaHus: Times New Roman,
Kernb — 12, MeXAYCTPOuHbll uHTepBan - 1,5. O6bem
OPUrMHANBLHOIO WCCNefoBaHNA, ONUCAHNA KIVHUYECKO-
ro cnyyas - 30 000 3HakoB ¢ npobenamu (15-17 cTpa-
HuL), o63opa, nekumm — 50 000 3HakoB C mpobenamu
(20-25 cTpaHuL). KonnyecTBo pUCYHKOB M Tabnuy — He
6onee 5 ans kaxpon nosvuun. Konnyectso nutepatyp-
HbIX WCTOYHWKOB: [N OPUTMHANbHOIO WCCNeAoBaHUs,
onmMcaHnsA KINMHUYECKoro cinyyasa — He 6onee 30, 0630pa,
nekumm — He 6onee 50. lonyckaetca 10-15%-e oTknoHe-
He OT 3aflaHHbIX 06BEMOB.

Ha tutynbHOM nucte ctatbm pasmewjatorca (Ha
PYCCKOM U aHININCKOM A3bIKax):

I. Uma aBTOpa (aBTOPOB)

Ha pycckom si3blke Npu yKasaHUy aBTOPOB CTaTbk ¢a-
MUANIO CriefyeT yKasblBaTb 4O MHWLUANOB UMEHM 1 OTYe-
ctBa (MBaHoB N.C.).

Ha aHrnuniickom A3bike Npu yKasaHum aBTOPOB CTaTby
ncnonbsyetca dopmat «Mms, nHMLMan otyecTtsa, Gpamu-
nusa» (lvan 1. lvanov). ®amununio Ha aHIUIACKOM Si3blKe He-
06X0AUMO yKasblBaTb B COOTBETCTBMU TeM, Kak OHa bbinia
yKa3saHa B paHee ony6/MKOBaHHbIX CTaTbsX, U UCMOSb-
30BaTb cTaHzapT BSI.

Il. Uhdpopmauums 06 aBTOpe (aBTOpax)

B 3TOM pasfene nepeuncnaoTca 3BaHUe, JOMKHOCTb,
MHble peranuu. 3aecb Takxe yKasbiatotca e-mail n Tene-
$OH OTBETCTBEHHOIO aBTOpPA.

11l. A¢ppunuauyus aBropa (aBTOpOB)

Addunmauyma Bknouyaet B ceba oduumanbHoe Ha-
3BaHVe opraHm3aLmm, BKoUYas ropof 1 cTpaHy. ABTopam
Heo6X0AMMO yKa3blBaTb BCe MecTa paboTbl, MeloLme oT-
HOLLEHNeE K NPOBeAeHI0 UCCNeaoBaHNA.

Ecnu B nogrotoBke cTaTby MPUHUMANM yyactme aB-
TOPbI 13 Pa3HbIX YUpexxaeHnin, Heo6XoanMO yKasaTb npu-
HaJIeXXHOCTb KaXKoro aBTopa K KOHKPETHOMY yupexxpe-
HIIO C MOMOLLbIO HALCTPOUYHOTO MHAEKCA.

Heobxonumo oduumanbHoe aHros3blYHOe Ha3BaHWe
yupexaeHns ans 651oka MHGoOpMaLM Ha aHIMIMACKOM si3blKe.

IV. HasBaHume cTaTbn

HasBaHMe cTaTbu Ha pPycCKOM A3blKe AOKHO COOT-
BETCTBOBATb COAEPKAHMIO CTaTbW. AHINOA3bIYHOE Ha3Ba-
HUe AOMKHO ObITb MPaMOTHO C TOUKM 3PEHMUA aHFNIACKOTO
A3blKa, MPY 3TOM MO CMbIC/TY NOSIHOCTbIO COOTBETCTBOBATb
PYCCKOA3bIYHOMY Ha3BaHUIO.

V. AHHOTauunAa

PekomeHayemblii 06bem CTPYKTYPUPOBAHHOM aH-
HOTaUMW AN OpUrMHaNbHbIX nccnegosaHui: 1000-2000
3HaKOB € Npobenamu. AHHOTaLUMA COZEPXUT creaytoLime

HA CIEQYIOLLYIO

pasgenbl: Llenb, Metopbl, PesynbraThl, 3aknioueruve. [ina
0630pHbIX CTaTel 1 ONNCaHNI KNIMHUYECKMX CITyYaeB Tpe-
60BaHUIN K CTPYKTYpe pe3tome HET, ero 06bem JOMKeH Co-
CTaBnATb He MeHee 1000 3HaKOB ¢ Npobenamu.

B aHHOTaLMI0 He criepyeT BKKOYaTb BepBble BBEAEH-
Hble TEPMUHbI, a66peBMaTypbl (3a UCKOUEHEeM 06LLen3-
BECTHbIX), CCbIIKW Ha INTepaTypy.

VI. KnioueBble cnoBa

5-7 cnoB no Teme cTaTbu. MenatenbHo, YTO6bI KIlto-
yeBble C/TI0Ba AOMOMHANN aHHOTALMIO 1 Ha3BaHWeE CTaTbML.

VII. BnarogapHocTn

B 5TOM pa3pene yka3blBalOTCA BCE UCTOYHUKUN GUHAH-
CUPOBaHNA UCCNefOBaHNA, a TakkKe 6rarogapHoCcTy fio-
AAM, KOTOpble yyacTBOBanu B paboTe Haf CTaTbeld, HO He
ABNAIOTCA ee aBTopamu.

VIIl. KOHNUKT nHTepecoB

ABTOp 06A3aH yBefOMWUTb pefakTopa O peanbHOM
WK NOTEHLNaNbHOM KOHGANKTE MHTEPECOB, BKITIOUNB UH-
dopMaumio 0 KOHPNMKTe NHTEPeCcoB B COOTBETCTBYIOLNI
pasgen ctatbu. Ecnn KoHdNMKTa UHTEPECOB HeT, aBTOp
LOMKeH Takxe cooblwuTtb 06 3Tom. Mpumep dopmynupos-
Ku: <KKOHONUKT UHTEPECOB: He 3asABNeH».

TekcT cTaTbn

B xypHane npuHaT ¢opmat IMRAD (Introduction,
Methods, Results, Discussion; BeegeHue, Metoppl, Pe3ynb-
TaTbl, O6CyxpeHe).

PucyHkn

PrcyHKM [OMKHBI 6bITb XOPOLLEro KayecTsa, MPUroa-
Hble AnA nevatu. Bce pucyHKM JOMKHBI MMETb NMOAPUCY-
HouHble nognucu. MoapucyHouHas NOANMCH JOMKHA ObITb
nepesBefieHa Ha aHMMACKNI A3bIK.

Ta6bnuubl

Tabnuupbl JOMKHbI ObiTb XOPOLIEro Kauyectsa, Npurog-
Hble Ana nevatn. O6s3aTeNibHbl TabAULbI, NPUroaHblE ANA
penakTMpoBaHUsA, a He OTCKAaHUPOBAaHHbIe UK B BUAE pU-
CyHKOB. Bce Tabnuubl JOMKHbI UMeTb 3aronoBku. Ha3saHve
TabnVLbl SOMKHO ObITb NEepeBefeHO Ha aHMIINCKINNA A3bIK.

CnuncokK nuTepartypbl

B>kypHane ncrnonb3yetcs BaHKyBepckumin popmat umutu-
POBaHWsA, KOTOPbIV NOAPa3yMeBaeT OTCbINIKY Ha UCTOYHVK B
KBaApaTHbIX CKOOKax 1 nocnegyllee ykasaHue NCTOYHU-
KOB B CMMCKe NInTepaTypbl B NopagKe yrnoMuHaHuA: [6].

Mpn onncaHMn UCTOYHWMKa cnefyeT yKasblBaTb €ro
DOI, ecnun ero MoXxHo Hantu (BnA 3apybexHbIX UCTOYHU-
KOB yAiaeTca 310 caenatb B 95% ciyyaes).

B ccbinkax Ha cTaTby U3 XYpPHaNoB AOMXKHbI ObITb 061-
3aTesIbHO YKa3aHbl rof BbixoAa nybnukaumm, Tom 1 Homep
XKypHana, Homepa CTpaHuL,.

B onvcaHum Kaxgoro NCTOUHMKA JONXKHbI 6bITb Npea-
CTaBJieHbl He 6oree 3 aBTOPOB.

CcbInKn AOMKHBI ObITb BepUOULNPOBaHDI, BbIXOLHbIE
JaHHble NpoBepeHbl Ha obuULIMaIbHOM CaiiTe.

Cnucku nutepaTtypbl NPUBOAATCA TONbKO Ha aHMMWN-
CKOM s13blKe, 6e3 TpaHcnuTepauuu. Mocne onucaHus pyc-
CKOA3bIYHOIO NCTOYHMKA B KOHLIE CCINIKM CTaBUTCA yKa3a-
HVe Ha A3bIK paboTbl: (in Russian).

[na TpaHcnuTepaumm UmeH U Gamunuii aBTOpoB B
PYCCKOA3bIYHBIX MCTOUYHUKAX, Ha3BaHWI XYpPHaNoB crepy-
eT ncnonb3oBaTb cTaHZapT BSI.

Pepakums >XypHana BefeT nepenncky C OTBETCTBEH-
HbIM (KOHTaKTHbIM) aBTOPOM.

Pepakums BnpaBe OTKOHWTb CTaTblo 6e3 yKasaHuA
MPUYNHBI.
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