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MNEPEOBAS

CoBpeMeHHbIe MPOOJIeMbl HHTEPCTUIMAIBHBIX 00J1€3Hei JerKuX y JeTei

F0.JI. Muszepnuyxuii, H.C. Jleg

OCI1 «Hay4Ho-1ccnenoBaTenbCKUin KIIMHUYECKUIA MHCTUTYT neanaTtpumn uMmeHn akagemuka tO.E. Benstuuwesa»
®rAQY BO «Poccuiicknii HaumMoHaNnbHbIN UCCNeaoBaTeNbCKUA MEAULIMHCKNIA yHUBepcuTeT um. H.U. Muporosa»
MwuHsgpasa Poccumn, Mocksa, Poccusa

Modern problems of interstitial lung diseases in children

Yu.L. Mizernitskiy, N.S. Lev

Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia

HuTepcTuimabHbie 00J1e3HH JIETKUX — MHOTOYHC/IEHHAS TPYNNa 3200/1eBaHUil, IMEIONINX TSXKeJI0e TedeHHne U, KaK NPaBuiio, HedJia-
TONPHUSATHBIA NMPOTHO3, TAK KaK B MCXole 0osbmMHCTBA opM ITHX 3a00seBanuii opmupyeTcsi HeoopaTumblii GuOPO3 JieroyHow
TKAHH M PA3BUBAETCS BbIPAJKEHHASI IbIXaTeIbHAS HE0CTATOYHOCTD. ENMHCTBEHHBIM CIIOCOOOM CIIACEHHMS JKU3HH 0O0JIBHOTO 0CTAETCS
TPAHCIUIAHTAINSA JIETKHX.

B craTthe ocBelleHbI COBPEMEHHOE COCTOSIHUE MPOO/eMbl, JOCTHKEHHS M MPECIeKTHBbI B M3YYEeHHH, IUATHOCTHKE U MOAXOAX
K Tepanuy MHTePCTHIMAJIbHBIX 00JIe3Hell JIETKUX Yy JieTeil, MOIYePKUBAETCS, YTO ITO HANPABJIEHHE — OJHO U3 AKTYAJIbHEIIINX
B IYJIbMOHOJIOTHH JIETCKOTO BO3PACTA U KIMHAYECKON MeIUIUHE B LeJIOM.

Karoueevte caosa: demu, noopocmiu, uHmepcmuyuanvHsle 601e3HU NeeKux, OUAeHOCMUKA, AeYeHue.

Ans untupoBanus: MuzepHuukuii KO.J1., JleB H.C. CoBpemeHHbIe npobiemMbl MHTEPCTULMATIbHLIX O0Ne3Heli 1Ierkux y AeTen. Poc BeCTH nepu-
Haron n neaguatp 2021; 66:(3): 5-11. DOI: 10.21508/1027-4065-2021-66-3-5-11

Interstitial lung diseases refer to a large group of diseases with a severe course and unfavorable prognosis, since the most forms
of these diseases cause irreversible fibrosis of the lung tissue and severe respiratory failure. Lung transplantation remains the only
way to save the patient’s.

The article highlights the current state of the problem, achievements and prospects in the study, diagnosis and approaches to the
treatment of interstitial lung diseases in children. The authors emphasize that this direction is one of the most relevant in pediatric

pulmonology and clinical medicine in general.

Key words: children, adolescents, interstitial lung diseases, diagnostics, treatment.

For citation: Mizernitskiy Yu.L., Lev N.S. Modern problems of interstitial lung diseases in children. Ros Vestn Perinatol i Pediatr 2021; 66:(3):

5-11 (in Russ). DOI: 10.21508/1027-4065-2021-66-3-5-11

HOHHTI/IG MHTEPCTUIUAIBHBIX 0O0JIe3HEeH JIETKMX
00BEIMHSIET TeTEPOTeHHYI0 TpyMIly 3a00JeBaHUMA,
MPY KOTOPBIX MIEPBUYHO TTOpAXKaeTCs MHTEPCTUIINH, alTb-
BEOJIbI U TIEpUAJIbBEOJISIpHBIE TKAaHU. 3a00JIeBaHUST XapaK-
TEPUBYIOTCSI  TIPOTPECCUPYIOLIEH JIbIXaTeJIbHOM  HeNo-
CTaTOYHOCTBIO, PECTPUKTUBHBIMU (PYHKIMOHATBHBIMU
HapyIIeHUSIMHA, PEHTTEHOJIOTUIECKMMU TIPU3HAKAMU JBY-
CTOPOHHEN NMCCEMUHAIIMY U3MEHEHU B JIETKHX.

Tak Kak ropaxeHue Mpu MHTEPCTULIMATbHBIX 00J1e3-
HSIX JIETKMX HEe OrpaHMYMBAETCS TOJBKO MHTEPCTUIIEM,
Ha TIpaKTUKE HEePEIKO MCITOJb3YIOT TepMUHbBI «Iuddy3-
HbIe 3a00JIeBaHUST JIETKUX», «IN(PPy3HBbIE ITapeHXruMa-
TO3HBIE 3a00JIEBAHUS JIETKUX», «IMCCEMUHUPOBAHHBIE
3a00JIeBaHMS JIETKUX». XOTs 9TU Ha3BaHUsI 0oJiee TOUHO
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oTpaxawT creuuuKy MaToJOTUM, BCe-TaKU B HACTOSI-
1ee BpeMsi OOIIeyNOTpeOMMbIMU TEPMUHAMU SIBJISIIOTCSI
«MHTEPCTULIMAJIBHOE 3a00JieBaHUE JIETKUX» WU «MHTEP-
cTulManbHas 00Je3Hb Jerkux». M3sectHo Oosee 200
3a00J1eBaHUI, UMEIOLINUX MPU3HAKU MHTEPCTULIMAIBHBIX
oose3Heit nerkux. B cBa3u ¢ atum B MKbB-10 HeT equHoM
pyOpUKHM, OObEAMHSIONIEH 3TH 3a00JIeBaHUs, 1 OHU TIpe/I-
CTaBJIEHbI B Pa3JIMYHBIX MOJKJIACCaX U JaXe Kjaccax.
BoabIIMHCTBO MHTEPCTUIIMAJIBHBIX 0OJIE3HEH JIETKUX
OTHOCST K PeIKUM 3a00JIeBaHUSIM C TSDKEJIbIM TeYEHUEM
1 HeOJaronpusITHBIM MPOTHO30M, TaK KaK B MX MCXOJIE
Hepenko ¢hopMupyeTcst HeOOpaTUMBbIH JIerouHbIN (hrdpo3
U TsDKeJasi IbIxaTeIbHasi HeJoCcTaTOuYHOCTh. [Iporpeccu-
pyroiuii Gudpo3 JeroyHo TKaHu oTMevaeTcsty 18—32%
BceX OOJIbHBIX C MHTEPCTUIIMATBHBIMU OOJIE3HSIMU JIeT-
kux [1]. DTo mpexae BCero MAMONaTUIYECKUiA JeTOYHbII
¢Gubpo3, a TakxkKe Apyrue uAuonaTuIecKre MHEBMOHUTHI,
XPOHUYECKUI TMIIePCEHCUTUBHBIN MTHEBMOHUT, CAapKOM-
1103, TIOpaKe€HUe JIETKUX MPU MMMYHOBOCITAJUTEbHBIX
peBMaTHMYECKNX 3a00JIeBaHUSIX, BaCKyIuTax [2—7].
WMHrepcTuninanbHbie 00JE3HU JIETKUX B JETCKOM BO3-
pacTe CYIIECTBEHHO OTJIMYAlOTCSI OT 3TOM IMaTOJIOTUU
y B3pocibix. Hekoropblie 0osie3HM B3pOCIBbIX HE BCTpe-
yaloTes y JeTeil, HalpuMmep MAMonaTudeckuit (puopo-
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3UPYIOLIMI  aJIbBeOUT (OOBIYHASI WMHTEPCTULIMAJIbHAS
ITHEBMOHMST), KOTOPBIM CTPAlaloT IMPEUMYIIECTBEHHO
mauneHThl crapmie 50 jeT. Bmecrte ¢ TeMm LieNnbIid psn
MHTEPCTULIMAIBHBIX ~ OOJIe3Hel JIETKMX  HaOJogaeTcst
KaK y B3pOCJIbIX, TaK U Y JIeTel (MauonaTuieckKue MHTep-
CTULIMATbHBIC TTHEBMOHUM: HecTlenpuiecKast MHTEPCTH -
LIMaJIbHAsT TTHEBMOHUS, OCTpasi UHTEPCTULIMATbHAST TTHEB-
MOHUS — cuHApoM XammaHa—Puua). [Ipu 3TOM TsXeCTb
HEKOTOPBIX MHTEPCTULIMAIbHBIX 0OJIe3HEN MOXKET CyIle-
CTBEHHO DPa3IMyaThCs Y B3POCIBIX TAIMEHTOB W JIETEi.
CylLecTBYIOT TakXe (OpMbI, KOTOPbIe TUArHOCHIUPYIOTCS
HCKIJTIOUUTESILHO Y JIeTell paHHEero BO3pacTa, B TOM YHCIIe
HOBOPOXIEHHBIX. K HUM, B YaCTHOCTHU, OTHOCSITCS JIETOU -
HBII TIIMKOTeHO3 (MHMAHTWIBHBINA COTOBBI WHTEPCTHU-
LIWJIbHBIA TTHEBMOHMWT); HEWMPOSHIOKPUHHBIE TUITEPILIA-
3UM, pa3IMIHble HApPYIICHUSs, CBSI3aHHbIE C TEHETUYECKU
00ycoBIeHHbIMU ieheKTamu cypdakTaHTa [8, 9].

OOwenpuHsTass  KjlaccUUKalUUs  MHTEPCTULIM-
albHBIX OOJIE3He#l JIeTKMX Yy neTell He pa3paboraHa.
OmHako yCJOBHO 3TU 0OJIE3HUM paslesisioT Ha 3aboJie-
BaHUS C M3BECTHOM DTUOJIOTMEN — MHTEPCTULIMATIbHBIC
00JIE3HU JIETKUX, Pa3BUBIIMECS] B pe3yjbraTe WHGEK-
LIMOHHBIX, TOKCUYECKUX, JEKAPCTBEHHBIX BO3ACUCTBUIA
WY TION BJIUSTHUEM HeOJIaronpusITHBIX (haKTOPOB OKpPY-
Karomeir cpenbl (K HUM OTHOCATCS TUIEPCEHCUTHB-
HBII THEBMOHMT WJIM 3K30T€HHBIN aJlJIepruYecKUil ajb-
BEOJIUT, TOKCUYECKHUE W JIEKAPCTBEHHBIC allbBEOJUTHI),
1 3a00JieBaHUS ¢ HEYCTAHOBJICHHBIM 3TUOJIOTMYECKUM
(bakTopoMm (MaMONATUYECKHE WHTEPCTUIIMATbHBIC ITHEB-
MOHMHU, capkonao3). Kpome Toro, BbIIEISIOT TaK Ha3bl-
BaeMble BTOPUYHBIC MHTEPCTULIMATBbHBIE OOJE3HU JIeT-
KUX, pa3BUBAIOIIMECS TIPU HWMMYHOBOCITAJIUTEIBHBIX
peBMaTUYECKUX 3a00JIeBaHUSX, BAaCKYJIUTAX, TAXKETBIX
3a00JIeBaHUSIX HEPBHOM, SHIOKPUHHON CUCTEM, XKey-
JIOYHO-KUIIEYHOTO TPAKTA, IPYTUX CUCTEM U OPTaHOB.

MHorue WHTEPCTULIMATbHBIE TIOPAaKEHUSI JIETKUX
y JeTeil ciykaT TPOSBICHUEM HMMMYHOIE(UIIUTHBIX
cocrosiHuii [7]. Kpome Toro, y neteit BbIACHISIIOT UHTEP-
CTULIMAJIBHBbIE OOJIE3HU JIETKMX, KOTOPbIe BO3HUMKIIN
B pe3yJbTaTe HapylleHUs pocTa W Pa3BUTUS JIETOYHOM
TKaHW BO BHYTPUYTPOOHOM TIEpUOIIe M PAHHEM JIETCKOM
BO3pacTe, B TOM YHCJIE WHTEPCTULIMAJIbHBIE OOJIe3HU,
00YyCJIOBJIEHHBIE Hac/IeNCTBeHHbIMU (hakTopamu [9—12].
CrenyeT OTMETHTh, YTO Ha OCHOBAaHUU TMPOBEACHHBIX
B TIOCJIEAHME TOABI HAONIOACHUI 3a JEThbMHU C WHTEp-
CTULIMAJIBHBIMU  OOJIE3HSIMU JIETKUX OBLIM  BBIICICHBI
OTIeIbHBIE NX (POPMBI Y HOBOPOXKICHHBIX U IeTeH MIa-
mrero Bo3pacra [9, 11, 12].

CornacHo Kiaccudukaunu, npemioxkeHHo B 2010 T.
A. Clement u coaBrT. [8], y IeTeil BBIIEJISIOT YEThIpE
OCHOBHBIC  TPYIIBI ~MHTEPCTUIUAIbHBIX  OOJIe3HEl
JIETKUX, CBs3aHHBbIe: 1) ¢ BHEIIHUM BO3ICHCTBUEM;
2) c cuCTeMHBbIM 3a0osieBaHUEM; 3) C HapyllIEeHUEM alb-
BEOJIIPHOIN CTPYKTYpbI; 4) crieliu@uuHbie 1JIsI MJIaJeH-
ueB. Jist GOJIBIIMHCTBA HO30JIOTMYeCKUX (hopM, aua-
THOCTMPOBAHHBIX B JIETCKOM BO3pacTe, STUOJOTUUECKUIA
(akTOp ocTaeTcss HEM3BECTHBIM.

NEPELOBAS

O pacnpocTpaHEHHOCTH MHTEPCTULIMATLHBIX 00J1e3-
Hel JIETKUX y IeTeil CyIUTh TPYAHO, XOTSI OOJBIIMHCTBO
KJIMHULIMCTOB M MCCIeoBaTeelt CXOAITCS BO MHEHUM,
YTO 3TO peaKasi MaToJIOTusi, a OTAEJIbHbIE HO30JOTUU
OTHOCSITCSI K KpaitHe peakuM. [To HEKOTOpBIM JaHHBIM
3aboeBaeMOCTh y neTeil Konebiaercs ot 0,13 mo 16,2
Ha 100 TeIC. meTeit [9].

ITockosbKy MHTEpCTULIMATIbHBIE OOJIE3HU JIETKUX —
Oosiblllasi M pa3HOOOpa3Hasl rpymra 3a0ojeBaHUM, WX
MaToreHe3 MOXET CYILIEeCTBEHHO pa3iuyaThbcsi. OaHaKo
ob1iee 111 HUX TO, YTO OCHOBY COCTaBJISIET CTPYKTYp-
HOE peMOCIMPOBAHUE WJIM MEePecTpoiika MHTEPCTULIM-
aJbHOW TKaHM, pa3lesiiolleidl aqbBeOoJibl, MTPUBOSIIICE
K HapylIeHUIO ra3000MeHa. DTU MPOLIECCHl TIPU UHTEP-
CTULIMAJIBHBIX OOJIE3HSIX JIETKUX Y IETEN MOTYT OBITh CJIeI -
CTBHEM TEHETUYECKMX MYyTallWii, HApyIIeHUI pa3BUTUSI,
peMOICIMPOBAaHUSI B OTBET Ha TOBPEXICHUE B PE3Yib-
Tare BoCTajeHUs, MHGEKIINI, ayTOMMMYHHBIX peaKIIuii,
BO3IEWCTBHSI BOBIXaeMOM OpraHWYeCKOW W HeOopraHu-
yeckoi mblId. Benen 3a aTuM 3amyckaroTcesl 10CTaTOUHO
CTEPEOTUITHbIE M3MEHEHUs JIETOYHON WHTEPCTULHAIb-
HOI TKaHW B BUAE BOCHAJIMTEIbHONW WHMUIBTpALIUN
Pa3IMYHOM CTEMEeHU BBIPAKEHHOCTU, IPOTYKTUBHOTO
aJIbBEO0JINTa, YTO B MOCJEOYIOIIeM MPUBOAUT K (hOPMHU-
poBaHUIO (hrOpPO3a, TEMIIBI TPOrPECCUPOBaHUS KOTOPOTO
MOTYT OBITh Pa3IUYHBIMU. TeueHHe MHTePCTULIMATBHBIX
3a00JIeBaHU JIETKUX y JETEH OCIOXHEHO TEM, YTO MaTO-
¢du3MoIOrMYeCcKre MPOIECChl MPOTEKAT B pa3BUBaO-
memcs opranusme [8].

IIpu uHTEpCcTULIMAIBHBIX OOJIE3HSIX JETKUX B (op-
MUpPOBaHUU TIATODU3MOJIOTUYECKUX peaKUUil 3ameii-
CTBOBaHbI KJICTKM BOCTIAJIEHUS TTIPAKTUYECKH BCEX TUIIOB,
BKJIOUasi 303MHO(UIIbI, TYYHbIE KJIETKH, HEUTPOMUJIIbI,
aJibBeOJIIpHbIE MakKpodaru, ornucaHa MX CIIOCOOHOCTh
K B3auMMOJEHCTBUIO ¢ (hnubpobiIacTaMu U IPYrMMU KJIET-
Kamu. MenuaTopbl, BbICBOOOXIaeMble KJIETKaMU BOC-
najieHusi, B YacTHOCTH MHTepJeikuH-1 (IL-1) u TpaHc-
dGopmupyrommit pakrop pocra 6eta (TGF-p), saBusitorcs
MOIIIHBIMUA aKTHBAaTOpaMU PEMOJIEIMPOBAaHNS, OTOCpE-
JIoBaHHOTO (ubpobdIacTaMu, KOTOpbIE TMepeMenialoTcs
B 00JacTh TIOBPEXACHMSI U BOCIAJIEHUsS] B JIETOYHOM
TKaHU, TJe MPpoaudeprupyioT U CO3Ja0T KOJIJIAareHOBBIM
MaTpukc. [1pu GOJBIIMHCTBE MHTEPCTUIIMATBLHBIX 00J1€3-
Hel JIeTKUX TakKe OTMedeHa Iposudepanns aabBeoso-
umToB I THITa ¥ X MUTpALIUsT B OYar MOBpeXXIeHUS. DTH
MPOLIECChl CUMTAIOTCS KJIIOUEBBIMU B 3artycke (puopo-
3upoBaHus [13].

®dubpo3HOe PeMOJCIMPOBAHUE — OCHOBHOW ITaTo-
pu3MOIOrMUeCKNii MeXaHU3M TIPU MHTEPCTULIMATBHBIX
00JIe3HSIX JIETKMX, PE3YJIBTUPYIONINI B KOHEUHOM CTaauun
GOopMHUpPOBaHUEM «COTOBOTO JIeTKOro». [IpuHIMIMansHO
BaXXKHO, YTO YCTaHOBJIEHBI OOIIIME MEXaHW3Mbl MPOTpec-
cupoBaHMsl (UOpO3a JIETOYHON TKaHU TPU Pa3TUIHbBIX
MHTEePCTULHAIHHBIX 00JIe3HIX Jerkux [13].

M3BecTHO, 4YTO MHTEHCUBHOCTDH IPOLIECCOB BOCMA-
JieHus 1 GuOpO3UPOBAHUS TEHETUUECKHU 00YCIOBJICHA.
Y namuMeHTOB C MHTEPCTULMAIBHBIMU OOJE3HSIMU
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JIETKUX YCTAHOBJIEHO YCHJIEHHE BDKCIIPECCUU TEHOB,
OTBETCTBEHHBIX 3a CUHTE3 MPOBOCITAJIMTEIbHBIX LIUTO-
kuHOB, B yactHocTu WMJI-1 u dakropa Hekposa ormy-
xosu anbda (TNF-a). [Tpeamnonaraercs Haauuue reHe-
THUYECKOM TIPEAPACITONOKEHHOCTH K M30BITOYHOMY
¢bubpo3oo6pa3zoBaHUI0 B JIErKMX (B OTBET Ha HecIie-
uuduyecKoe MOBpeXIACHUE BMUTENNs) U, CleaoBa-
TEJIbHO, K Pa3BUTUIO MHTEPCTUILIMAJIbHBIX OO0Je3HEeH
Jierkux. B To ke BpeMs porHo3 3a0oJieBaHUsI B 00JIb-
IIeil CTeTeHW 3aBUCHUT OT aHOMAaJIbHOUW perapaTuBHOM
peaknuu, 4YeM OT HMHIYHUPOBAHHBIX BOCHAJCHUEM
noBpexneHuit [13].

HMMeroTcst maHHBIE O CBSI3M  MHTEPCTUILIMATBHBIX
3a00JIeBaHU JIETKUX, B TOM YHCJIe Y JETeil, C TOoIu-
MOP(GHBIMU MyTallUSIMU T€HOB CYp(aKTAaHTHBIX OEJTKOB.
ITaTonornvyeckrie BapuaHTBl aCCOLIMMPOBAHHBIX C CYyp-
¢dakrantrom reHoB SFTPB, SFTPC, ABCA3 n NKX2.1
CBSI3aHBI C OTJIOXEHHMEM JIMIIONPOTEMHA B ajibBeoJIax,
Pa3IMYHON CTEMEeHbIO KJIETOYHBIX HApYIIEHWIT U UHTEP-
CTULIMAJIBHBEIM peMoaearpoBanueMm [9, 10]. B mociennee
JeCATUIIETUE TIOSIBUJIMCH JaHHBIE O BACKYJIOMATUU, CBSI-
3aHHOI C HACJIEACTBEHHBIM Je(eKTOM TeHa — CTUMYJIsI-
Topa nHTepdepoHoBoro orseta (STINGI), nedroTupyo-
et B MitageHuyeckoM Bospacte (SAVI) [7, 14].

B c¢BsI3u ¢ 3TMM TIpU MHTEPCTULIMAJIBHBIX 3a00J1eBa-
HUSIX JIETKUX CTaJlM YPe3BBIYaiiHO aKTyaJbHBIMU MOJIe-
KYJISIpHO-OMOJIOTMYeCKHe UCCIeIOBAHUS B LIEJISIX ITOMCKA
BPOXIEHHBIX MYTallMii, OOYCIOBIMBAIOIIMX (POPMUPO-
BaHUE MHTEPCTUILIMAIBHBIX TTOPAKEHWI, YCUJICHUE JKC-
MPECCUM TEHOB, OMIPECISIONINX MHTEHCUBHOCTh (DUOpO-
nposrepaTUBHBIX MTPOLIECCOB, WM CYIPECCUIO TEHOB,
CAEPKUBAIOIIMX OTU MPOLIECCHI.

I[ToHMMaHWEe TeHETUYECKOTO KOHTPOJISA peakIuii
MOBPEXIEHUsI, BocniajieHUs U (prdpo3a MOXET Croco0-
CTBOBaTh 3HAUYMTEIBLHOMY IIporpeccy B OOpnbe ¢ pac-
cMaTpuBaeMbIMM 3a00jeBaHUSIMU. BakHO TOHMMATBH,
41O (PpUOPO3 CYIIECTBYET HE MPU BeeX (opMax MHTEPCTH -
LIMAJTBHBIX 3a00JIeBaHUIA JIETKHX Y IETEH.

IIp Bcem pasHOOOpa3mMy KIMHUYECKUX (OPM BTUX
3a00J1€BaHUI ST BCEX HUX XapaKTEePHbI OOIIME KIMHM-
YeCKMe CUMIITOMBI, TTO3BOJIIONINE MX JTUAarHOCTUPOBATh
[9, 10]. OmHako y AeTeit pecmmpaTOpHBIE CUMIITOMBI MOTYT
OBbITb HEUSTKUMM U JJIUTEJIbHOE BPEeMSl PaclieHUBATHCS
KakK TIPOSIBIICHUSI IPYTUX (popM Mmatojioru. boyie3Hb yacto
HaYyMHaeTCs MCOoABOJIb. [Topoii KIIMHUYECKUE CUMITTOMBI
OTCYTCTBYIOT Aaxke TpPH HAIWMYUU PEHTTEHOJOTMUECKOM
cumnromMatuku. [ToatoMy Hepenko OT Haydaia 3aboJieBa-
HUSI O YCTAHOBJIEHUSI OKOHYATEJIBHOTO JUArHo3a Ipo-
XOMST MECSIIIbI U JaxXke ToAbl. A 3TO UYpeBaTO KIMHUUYECKHU
3HAYUMBIM PEMOJICIMPOBAHUEM JIETKUX €Ile JO YCTaHOB-
JieHus nuarHosa [7, 9, 10, 12].

BMecte ¢ TeM TaXWITHOD M OJBIIIKA — TJIaBHBIE CUM-
MITOMBI MMPAKTUIECKU BCEX MHTEPCTULINATBLHBIX OOJIe3HEl
Jierknx. YacTto OHM CIIy’KaT caMbIMU paHHUMU TpHU3HA-
kamMu. OJnpIIIKa HOCUT HEYKJIOHHO IPOTPEeCCUPYIOIINIA
xapakTep. Kak mpaBuiio, 3a60j1eBaHie COMPOBOXKIACTCS
CYXMM HETIPOAYKTUBHBIM KalIllJIEM.

Llnano3 — 6osiee MO3AHUI U MEHEE TTOCTOSTHHbBIN TTpU-
3HaK 0O0JIE3HU, BO3HUKAET WU YCUIMBAETCS MPU (HU3U-
YyecKoW Harpyske, y MaJIeHbKUX JeTeil — IMpu KopmJie-
Hum. B npouecce 6ose3nn GopMUpPYIOTCS BHEJIETOYHBIC
MPOSIBJIEHUS: 3HAYUTEJbHOE TTOXylaHue JeTei, OTcTaBa-
HUE B pocCTe.

YacTbiM M TMPOTHOCTUYECKU HEOJAronmpusiTHBIM
MPU3HAKOM  MHTEPCTUIIMAJIbHBIX OOJIe3HEH  JIETKUX
KakK y B3pOCJIbIX, TaK U Yy JIeTEM, CJIYy>KAT YTONIIEHUEe KOH-
LIeBbIX (hajaHT TajblieB MO TUITY 0apabaHHBIX MaJoyek,
nedopmalivsi HOITei B BUJIE YAaCOBBIX CTEKOJI («ITasIbIIbl
Tunnokpara»). C GOJNbIIXM MOCTOSIHCTBOM OTMEYaloTCsl
pasyinuHble AedopMaliu TpyAHON KIETKU. Y HEKOTOPbIX
JeTeil HaboaaeTcst IMXopaakKa.

JocraTouHo xapakTepHbl (PU3MKaIbHbIE N3MEHEHMUS
B JIETKUX. Y OOJIBIIMHCTBA OOJBHBIX MPOCIYIIIMBAKOTCS
HEeXHbIe KPENUTUPYIOILIKE, TaK Ha3blBaeMble lieslioda-
HOBBIE XpUIThI [§—10].

BaxxHoe nuarHocTMueckoe 3HaYeHME TIpU WHTEp-
CTULIMAJIBHBIX OOJIE3HSIX JIETKUX HMEET MCCleloBaHue
GYHKIIUM BHEIIHeTo abixaHus. Kak mpasuito, mpeobia-
AT PECTPUKTUBHBIA TUIT BEHTUJISLIMOHHBIX Hapylle-
HUii. BmMecTe ¢ TeM pecTpUKTUBHBIE PACTPOMCTBA Yy MeTei
HEPEeIKO COYETAIOTCS C OOCTPYKTUBHBIMU U3MEHEHUSIMU.

OueHb BaXKHbIN MPU3HAK MHTEPCTUIIMATBHBIX 3200~
JIEBAHUH JIETKUX — TUMOKCEMUSI, KOTOpasi MOXET OIlpe-
NEJSATbCS BO BpeMsl CHa, IMOSIBJSITbCS TPU KOPMJICHUM
MaJIeHbKOTO pebeHKa, a MHoraa Ha (oHe (Pu3MYecKux
VOPaXHEHU WM TeCTOB (HampuMmep, TeCT 6-MUHYT-
HBI XOIbOBI Y IeTel cTapllero Bo3pacTta 1 MoAPOCTKOB).
Tunokcemusi CcompoBOXIAeTcsl TUITOKAaHUel, OoTpa-
Kawuield 0COOEHHOCTHM AbIXaTeJIbHOTO TaTTepHa O0O0Jib-
HBIX — YaCTOro MOBEPXHOCTHOTO JbixaHus (rapid shallow
breating). [unepkanHus MosiBsieTCs B JaJ€KO 3allleIIINX
cranusix 6oje3Hn. OCHOBHON MEXaHM3M TMIOKCEMUU —
BEHTUJISIHUMOHHO-TIep(y3MOHHBII AUcOaTaHC, CHUXKEHNE
I hy3MOHHONM CMTOCOOHOCTH JIETKUX.

WM3meHeHne nabopaTopHbIX MoKasaresei, Kak Ipa-
BUJIO, HecIeM(UIHBI, HO MOTYT BBISIBJISITHCSI IIPU HEKO-
TOPBIX MHTEPCTULIMAJbHBIX 3a00JIEBAHUSIX JIETKHUX.

— Ilpu JlerouHOM KpPOBOTEYEHUU M T'€MOCHIECPO3e
Ha0JII0IaI0TCSI aHEMUSI M PETUKYJIOLIUTO3.

— Ilpu runepceHCUTUBHOM ITHEBMOHUTE B TlJa3Me
KpoBU ompenessitorcst cneunduyeckue IgG, npeuunu-
TUPYILIME aHTUTEJIa K TPUYMHHO3HAYMMBIM aJlJIepreHaM.

— Jlns wcimodeHus 3a0oyieBaHMII COCTMHUTEIBHOMN
TKaHW WIM ayTOUMMYHHBIX OOJIe3HEl ClIeayeT ompese-
JINTh MapKepbl PeBMATUYECKUX PACCTPOMCTB, BKJIIOYast
peBmatounHbiii ¢dakrtop (RF), aHTuTena k spepHbIM
antureHam (ANA) / anturena K asyxuenodyeuyHoit JTHK
(antn-dsDNA), aHTUHeNTpoGWIbHbIE UTOIIA3MaTH-
yeckue antutesaa (ANCA) u anTuTena Kk 6a3ajibHOM MeM-
opane (GBM).

— YpoBHUM aHTMOTEH3MHITPEBpaIlaIIero hepMeHTa
(AI1®D) u Mu301IMMa MOTYT OBITH TTOBBIIICHBI y TIAIIUCH-
TOB C CAPKOUI030M, XOTSI TIPU3HAKU HE OTHOCSITCS K CIie-
HU(UIHBIM.
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— B komiekcHoe oOciienoBaHue IeTeil ¢ MHTePCTU-
LIMAJIbHBIMU 3a00JIEBAHUSIMU JIETKMX JOJIKHBI ObITH BXO-
IIUTh TECTHI TSI UCKITIOUEHUSI UMMYHOIe(ULIUTA.

— TectupoBaHue Ha BUPYC MMMYHOIE(UIIMTA YeT0-
Beka (BMY) nokazaHo mpu Hanmuuuu JuMbOoLUTapHOI
WHTEPCTULIMATBHOM MTHEBMOHUU WJIM TUCCEMUHUPOBaH-
HOTO FMCTOIJIa3M03a.

— PesynbraThl aHanM30B Kajla Ha CKPBITYIO KPOBb
JIOJDKHBI  OBITH TTPOAHATM3UPOBAHBI MPU TONO3PEHUM
Ha JIETOYHOE KpOBOTEUEHHWE TIpU MAMOTNATHUYECKOM
JIETOYHOM TE€MOCHIEPO3e, APYIUX JIETOYHBIX reMopparu-
YECKUX CUHIpOMaX.

BbonbimuM noctrkeHreM B M3YYEHMU WHTEPCTUIIM-
aJIbHBIX OOJIe3HEel JIeTKUX B TIOCJEIHWE ACCATUICTUS
cTajy JI0Ka3aTeJlbCTBAa WX HACJEICTBEHHOUW MPUPOJIbI.
B cBsi3u ¢ aTUM TpeOyeTcs TiaTeIbHOe U3yYeHHUE CeMeli-
HOTO aHaMHe3a TaiueHToB. MccinenoBaHusi B o0JacTu
TEeHETUKM TIO3BOJIMJIM YTOUHUTHh MEXaHU3Mbl Pa3BUTUS
1 HOpMUPOBaHUST HEKOTOPBIX (DOPM ITUX 3a00JIeBaHUI
B IETCKOM Bo3pacte. Peub, B yacTHOCTH, MIeT 0 3aboie-
BaHMUSIX, CBSI3aHHBIX C MATOJIOTHEH cyp(aKTaHTHBIX Oe-
KOB, OCTPOM WMHTEPCTULIMAJIBHOW IMTHEBMOHUEN, JIETOU-
HBIM aJIbBEOJISIPHBIM ITPOTEMHO30M, BACKYJIOTIATUSIMU.

[eHeTnueckoe TeCTUpOBaHME BCe yallle UCITOIb3YeTC s
IIJIST BBISIBJICHUSI MYTallMid, CBSI3AHHBIX C M3MEHEHHOM
npoaykuueit (SFTPB, SFTPC, ABCA3 v NKX2.1), Hapy-
IIeHWeM MeTaboiu3Ma WM YCWIEHHBIM pa3pylieHUEM
cypdakrtanta (CSF2FA, CSF2RB, SLC7A7, MARS, GATA2
u OASI). TectupoBaHue Ha MmyTtauuu B reHax SFTPB
u ABCA3 cnenyet nMpoBOAWUTH NMPU HEOOBSICHUMO TsIXKE-
JIOM PECIMPATOPHOM AUCTPECCE Y HOBOPOXKAECHHBIX, OCO-
OCHHO €CJIM UMEIOTCS CIyvau TSKEJbIX JIETOUHBIX 3a00-
JIEBAHUU B CEMBE.

B nocnenHee necsituiieTue 00JblI0€ BHUMAHUE ye-
JISIETCSI MOHOT€HHOMY 3a00JIeBAaHUIO, OTHOCSILEMYCS
K BacKyJonaTusiM HOBOPOXJACHHbIX. boJjie3Hb acco-
uupoBaHa ¢ mytauueit reHa TMEM 173 (B HacTosee
BpeMsl TIpUHATO HazBaHue reHa STINGI), xomupyro-
mero 6esok STING (Stimulator of interferon genes) —
cunapoM SAVI (STING-Associated Vasculopathy with
onset in Infancy). OH oTHOCUTCS K TpyIie uHTephepo-
HOMaTUi, B Pa3BUTUU KOTOPBIX y4acTBYeT MHTepde-
poH-f. B cuMnromokoMIuiekce 60JIe3HU BaXKHOE 3HaYe-
HUE MMEIOT MHTEPCTULIMATbHbIE U3MEHEHUS JIETOUHOM
tkaHu [14]. Bmecte ¢ corpynHukamu HUHW pesmato-
noruun uMm. B.A. HacoHoBoil MbI HaOMIOgaIM CEMbIO,
B KOTOPO# Yy IBYX J€Teil M OTLIAa UMEJUCh UHTEPCTUIIU-
aJIbHbIE MOPAXEHMSI JIETOYHON TKaHU U MPU 3TOM ObLIN
BBISIBIICHBI AedekThl TeHa TMEM 173 [7].

PenTtrenonornueckre MeToabl OOCAEIOBAHUSI TPY/I-
HOM KJIETKM OTHOCSATCS K BaXKHEWMIIMM B JMArHOCTHKE
MHTEPCTULIMATBHBIX 00Jie3Hel jJerkux. PeHTreHorpamma
IPYIHOU KJIETKM 4acTO ObIBAaeT MEePBbIM CKPUHUHTOBBIM
uccienoBaHveM. Heocrnopumoe 3HaueHuMe B JIHMarHo-
CTHUKE 3TUX 3a00JIeBaHUI y IeTeil UMEeT KOMIMbIOTepHas
toMorpacdus Bbicokoro pazperieHust BPKT (high-resolu-
tion computed tomography).

NEPELOBAS

HecomHeHHO, 4YTO pasiu4yHble HO30JOTUYECKHE
(GOopMBI MHTEPCTUIMATBHBIX OOJIe3HEN JIETKMX HMEIOT
CBOM OTJIMYMTESbHBIE PEHTIEHOJOTUYECKHEe UM PEHT-
reHokoMmIibloTepHo-Tomorpauueckue  (PKT)  oco-
6enHoctu [15, 16]. OgHako BceM MM MPUCYILLIM OOLIMe
npu3Haku. Tak, mpu Bcex (opMax Ha paHHUX CTATUsIX
0O0JIE3HN BBISIBISIIOTCSI  TIPEUMYILECTBEHHO YCUJICHUE
u aedopMalns JIETOYHOTO PUCYHKA, TTOHMKEHUE IpPO-
3paYyHOCTH JIETOYHBIX TTOJIeil TI0 TUITY MAaTOBOTO CTEKIJIa,
MeJIKOOYaroBble TEHW, PETUKYJISIpHBbIE T€HU U LIEHTPO-
J00ynsipHBIe y3enku. Kak mpaBuito, Mm3MeHeHUsT HOCST
JIBYCTOPOHHUI XapakTep. 1o Mepe mporpeccupoBaHMs
npolecca aedopMalns JJeroOYHOTO PUCYHKA CTAaHOBUTCS
6oJiee BBIpAaXKeHHOM, BBISIBJISIIOTCS HApYIIEHUST JIETOYHOM
APXUTEKTOHUKU, TPAKIIMOHHBIE OGPOHXOIKTA3bI, MOJIOCT-
Hble 00pa3oBaHUs, YMEHBIIEHHE JIETOYHBIX OOBEMOB,
MpU3HAKA WHTEPCTUIIMAILHOTO (prdpo3a, hopMupyercs
KapTHHa COTOBOro Jjerkoro[16, 17].

HNuunamuky BPKT-npusnakoB nerouHoro ¢pubposa
MOXHO OIICHWBATh IMPU MCIIOJB30BAHUM TTOJYKOJIMYE-
CTBEHHOTO MeETOJa, KOTOPBIM Hallel IIMPOKOe IpH-
MeHeHue y mauueHtoB ¢ mHpexkuueit COVID-19 [18].
OTHo1IeHe 00beMa N3MEHEHHOI JIESTOYHOM TTapeHXUMBbI
K o01IeMy o0beMy JIETKOro MOXET ObITh MCITOJb30BaHO
Kak mis xapaktepuctuku wucxomHoro PKT-cratyca,
Tak M IS OLICHKM AMHAMUKM Tpoliecca. B mociemaHee
BpeMsl Bce OoJiblliee 3HaUE€HWE B JUAaTHOCTUKE MHTEPCTHU-
LUAJIbHBIX 00JIe3HEN JIETKUX MPUOOpeTaeT MarHUTHO-PE-
30HaHcHas Tomorpadust (MPT), nockosnbKy 3TOT METOA
He JaeT JydeBoit Harpy3ku [15]. MUmerorcst cooOiieHus
00 ucrnonb3oBanu MPT mist aMarHOCTUKM capKoMWmo3a
y neteii [19].

ITposenenue sxokapauorpadpum (Dxo-KI') Heob-

XO0OUMO  OJid  MCKIIIOYCHUA AdHOMAJIbHOIo  JICTO4Y-
HO-BCHO3HOI'O KpOBOO6paH_lCHI/IH, KOTOpPOC  MOXET
COMPOBOXKAATbCA pecnmmpaTOpHbIMUA CUMIITOMaMU

U HMHTePCTULMAIBHBIMU HAPYIICHUSIMU TI0 JaHHBIM
pentreHojiorndeckoro nu PKT-uccrnemoBanmii. Oxo-KI'
ITOMOTaeT BBISIBUTh JITOYHYIO TUIIEPTEH3HWIO W THUIIEep-
Tpoduio TpaBoro xeiaymouka. CrielagbHble MCCIIEI0-
BaHUs TTOKa3aJIv, YTO MPU3HAKHU JIETOYHOI TUIIEPTEH3NU
MPU UHTEPCTUIUATBLHBIX OOJIE3HSIX JIETKUX HAOII0IAI0TCST
y MalKeHTOB o4t Bo 64% ciydaes [20, 21].

BpoHxockomnusi ¢ OpPOHXOATBBEOISIPHBIM JIaBaKeM
WUCTIONB3YeTCST IJIT OUAarHOCTUKU U IuddepeHIna b-
HOM JIMarHOCTUKU OIpPeIeIeHHBIX MHTEPCTULIMATBHBIX
0oJie3HEel JIETKUX, BKII0YasT aJlbBEOJISIPHBIN MPOTENHO3,
JIETOYHBIA TEeMOCUAEPO3, ACIMPALIMOHHBIE CHHIPOMBI,
903MHOMDWIbHBIE CUHIPOMBI, TUIEPUYyBCTBUTEIbHBIIM
MTHEBMOHMUT, TUCTUOLUTO3 [9]. AHanM3 OpOHXOAIbBEO-
JIIPHO¥ JTaBaXKHOM XUIKOCTH MOXET OBbITh MCIIOJIb30BaH
TakXe JUIs OLIEHKM YPOBHSI cypdaKTaHTHBIX OenkoB B
(SP-B) u C (SP-C).

HccnenoBanus misi UCKIIOYEHUS TTATOJIOTUM XKEJTy-
JIOYHO-KUIIIEYHOTO TPaKTa, aCIMPAllMOHHOTO CUHIPOMA,
ractpoa3odareaJbHOM pedIIOKCHONM OO0JIe3HNM TakKKe
JIOJDKHBI  OBITh BKJIFOUEHBI B AJTOPUTM JTHATHOCTUKU
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MPY UHTEPCTULIMATBHBIX OOJIE3HSIX JIETKUX y AeTeil. Peub
uaeT o0 yIbTpa3ByKOBOM HCCJIEJOBAHUK OPraHOB OpIOIII-
HOI TIOJIOCTH, TacTPOMYOJEHOCKOIMU, PEHTTEHOKOH-
TpacTHOTO uccieaoBaHust ¢ O6apuem. st uckimoueHus
MYKOBHCIIMI03a MallMeHTaM JOJDKHO OBITh IPOBEIECHO
HCCIieIOBaHUE YPOBHS XJIOPUIOB IMOTA U MIPU HEOOXOIM -
MOCTH TeHETUIECKOE TECTUPOBAaHKE Ha MYKOBUCIIMIO3.

JlnarHocTuKa OOJbIIE YacTH WHTEPCTULIMATBbHBIX
OoJie3Hel JIerKMX OCHOBaHa Ha aHalM3e TMCTOJIOTMYe-
ckoro Marepuana Jjerkux [12]. buoncusi nerkux cum-
TaeTCsl «30JIOTBIM CTaHAAPTOM» B JIUATHOCTHKE 3THX
3a00JIeBaHU, TIO3BOJISIIOIINM YCTAHOBUTH JTMAarHO3
U OTpeNeTUTh BOBMOXHBIN OTBET Ha Tepanuio. OmgHaKo
BaXXHO OTMETUTh, YTO B HEKOTOPBIX CIyJyasx Jgaxe
MpU OLIEHKE THCTOIMATOJIOTMYECKON KapTUHBI BepudU-
LIMPOBATh IUArHO3 He YIaeTCs.

[ToBbicUTh MHPOPMATUBHOCTD UCCIICIOBAHUS Y ACTEH
MO3BOJISIET CITEIIMAIbHO pa3pabOoTaHHBINA ITPOTOKOI [9],
MpeayCMaTPUBAIOIIMI TECHOE B3aMMOICHCTBUE MEXKIY
KJIMHULIMCTOM, XUPYPTrOM, PEHTTEHOJIOTOM M MOpdoJio-
TOM JIJIST OTIpeNie/ICHUsT MeCTa ISl OTKPBITON WJIM TOPaKO-
ckommueckuii omoricun. O6paselr s THCTOJIOTUYECKOM
OLIEHKU JIOJDKEH OBITh B3SIT MMEHHO M3 00JacTH Iopa-
KeHus1. TpaHcOpoHXMaIbHBIE OMOIICUMU y NeTeil HeWH-
¢dopmaTuBHBI. He3aBUCHMO OT MCMOJIB3yeMOrO MeETo/a
00pas1bl OMOTICUU JOJKHBI ObITh MCCENOBaHbI C MPU-
MEHEHUEM CHelu(@UIecKnX METOAOB OKpalllMBaHUsI,
a METOIIbI aHaJIM3a TOJDKHBI BKITIOYATh CBETOBYIO, UMMY-
HOMJTIOOPECLICHTHYIO U 3JIEKTPOHHYIO MUKPOCKOTIHIO.

HecMoTpst Ha HeocIropuMylO LIEHHOCTb MCCIIeI0Ba-
HUSsT, OMOTICUST TTOKa3aHa U BO3MOXKHA He BO BCEX CITydasix.
ITo maHHBIM KPYMHBIX MEAUIIUHCKUX LIEHTPOB, OUOTICHS
JIETKMX TTPOBOIUTCS TOJBKO Y 11—12% GONBHBIX ¢ MHTEP-
CTULIMAIBHBIMU 00J1e3HSIMU JieTKuX. ClieayeT OTMETUTb,
YTO B TO3AHUX CTAAUSIX 3a00JeBaHUS Pa3IUIUs B MOP-
(osornueckoii KapTUHe MPU Pa3HBIX KIIMHUYECKUX Hop-
Max CTMPAIOTCsI, BBISIBJIsIEMbIE U3MEHEHUST TTPUOOPETAIOT
CXOJIHBI€ YEPThI, UTO CJIYKUT JOTIOJIHUTEIbHBIM ITOBOJIOM
K OTKa3y OT 3TOr0 MHBA3MBHOTO UCCIIEI0OBAHUSI.

EnvHoro npuHIMITA Tepanuy AeTeit, 00JIbHBIX UHTEP-
CTULIMAIBHBIMU ~ 3a00JIEBAHUSIMU ~ JIETKMX, OCOOEHHO
HESICHOI 3TUOJIOTUM, B HACTOSIIIIEE BpeMsI HE CYILIECTBYET.
OTHosornyecKasi pa3HOPOJAHOCTb 3TUX 3aboJieBaHUI
U OTCYTCTBUE PaHIOMU3UPOBAHHBIX MEXIYHAPOIHBIX
KIMHUYECKUX UCCIeIOBAaHMUI JeTaloT HEBO3MOXHBIM
MpeoCcTaBIeHe KOHKPETHBIX PEKOMEHIALWi IO HUX
JieyeHuto y nereit. OOIIMe peKOMEHAAlUU TPUIEPKU-
BalOTCS TeX Ke TNPUHLUIIOB, KOTOpPbIE MPUMEHSIIOTCS
KO BCEM JIETSIM C XPOHWYECKUMU 3a00JIeBaHUSIMU JIeT-
kux. K HUM OTHOCATCS TIIATeIbHOE BHUMaHUE K POCTY
U MUTaHWUI0, UMMYHU3ausT (BKJIIOYasl PecrpaTopHO-
CUHUUTHABHBINA BUPYC, TPUIIIT U TTHEBMOKOKK) U Jieue-
HUE BTOPUYHBIX MHGEKIINM; MTPU HEOOXOAUMOCTH OKa-
3bIBAETCsI KUCJIOPOIHAS MOIePKKa.

PanHsIsT 1 TOYHasl AMArHOCTHUKA MHTEPCTULIMATBHBIX
0oJIe3HEH JIETKUX y JeTeil BaxHa, TOCKOJIbKY TP psijie
3a00JIeBaHUI OHA TpeAIoaaraeT 3THONaTOTeHETUYEeCKU A

Moaxo K Tepanuu. Tak, KJI0UeBbIM 3JIEMEHTOM 1 OCHO-
BOIf BeJIcHUSI TTALIUEHTOB C TUTIEPCEHCUTUBHBIM ITHEBMO-
HUTOM SIBJISIETCSI UCKJTIOUEHNE KOHTaKTa ¢ «BUHOBHBIM»
ajutepreHoM. [unepceHCUTUBHBINM THEBMOHUT — TTPOTHO-
CTUYECKM HauboJiee OaronpusiTHoe 3a00JeBaHNe Cpean
BCEX MHTEPCTULIMATIbHBIX OOJIE3HEN JIeTKUX y JeTei
MpU YCIIOBUM paHHEeM IMarHOCTUKY Y JIMMUHUIIIY TTPU-
YMHHO-3HAYMMOT0 ajuiepreHa [7].

Hdna  neyeHus1 pa3iuuHbIX (GopMm  3abosieBaHU
WUCITOIB3YeTCSl LIeJIBIA  Psil  JIEKAPCTBEHHBIX CPEICTB.
IIpumeHsIOTCSI MHOTOYMCJIEHHBIE CTpaTeruu JeKap-
CTBEHHBIX BO3IeicTBUiA. OgHAKO HU OIUH TepareBTUYe-
CKUIi peXXruM TIPU MHTEPCTUIIMATBHBIX O0JIEe3HSIX JIETKUX
HE MCCJIeNOBAJICS B YCJIOBMSIX KECTKOTO PaHIOMU3UPO-
BaHHOT'O KOHTPOJIS y IETE.

OCHOBY MEIMKAMEHTO3HON Tepanmuu OOJIbILIMH-
CTBa MHTEPCTULIMAIbHBIX OOJIE3HEN JIETKUX COCTABIISIIOT
CUCTEMHbIE TJIIOKOKOpTUKOCTepouabl. OHM  yMeHb-
11al0T BOCIAJIEHNE MyTEM YMEHbIIICHUSI TPOHUIIAEMOCTH
KanuJuisipoB M MOJABJIeHUS] aKTUBHOCTU MOJUMOPGHHO-
SIIEpHBIX JIeKouuToB. [lpoTMBOBOCTIAIUTEIbHOE JIEii-
CTBUE 3TUX TPENnapaToB OCHOBAHO TaKXe Ha MHTMOUPO-
BaHWM MUTPALIMU KJIETOK BOCIHaJieHHsT (HeHTpoduioB
1 MOHOLIMTOB) B TKaHb JIETKUX, UHI'MOMpoBaHUU (hocho-
Junasel A2, TIPEeNnsITCTBUM BBICBOOOXICHUIO IIUTOKM-
HOB, CYIPECCMM UMMYHHOTO OTBeTa. [1oJIoXuTenbHbIN
3¢ dEKT OT TIIOKOKOPTUKOCTEPOUIOB — XOPOIIUI TTPO-
THOCTUYECKUI TTPU3HAK TeUeHUS OOJIE3HU.

Kak roka3biBaeT Halll OIbIT, MaTOTeHETUYECKU 000C-
HOBaHO M KJIMHWYECKU 3(H(MEKTUBHO TPUMEHEHME
UHANAUUOHHBIX — TJTIOKOKOPTUKOCTEPOUIIOB, OCOOEHHO
MpY TUMEPCEHCUTUBHOM ITHEBMOHUTE. DTHU TperapaThl
Ha3HAyalTCs B CPEIHUX M BBICOKHUX J103aX B TEUCHUE JUTU-
TeJIbHOTO BPeMEHH, KaK MpaBuio, He MeHee 1 roxa [7].

LluTocTaTnyeckre Tperiapatbl MCIOJbL3YIOT B Kaue-
CTBE Teparuu BTOPOI TMHUU B OTCYTCTBUE KIMHUYECKOTO
U ¢pyHKIMOHaIbHOTO 3hheKTa B OTBET Ha Teparuio Io-
KOKOPTUKOCTEPOUIAMU WJIM B KaueCTBE JIOMOJHUTEb-
HOTO BCITOMOTaTeJIbHOTO CPEeACTBA MPU TSXKEJIOM JIMOO
OBICTPO TIPOTPECCUPYIOLIEM TEUYEHUM 3a00JieBaHUS.
V nmereii ¢ MHTEPCTULMAIBLHBIMM OOJIE3HSIMU JICTKUX
WUCITIOJIB3YIOT a3aTUOMNPUH, METOTpeKcar, LMKIodoch-
aMUI, TUKJIOCTIOPUH 1 MUKOGEHOIaT MO(ETHII.

Buosornueckue MeToabl JedyeHUsl, HauboJiee 4acTo
WUCIIOJIb3YeMbI€ Y JIeTel, BKJIIOYAIOT TPaHyJOLMTaApPHO-
MakpodarajibHblii  KOJOHUECTUMYIUPYIOIIUA  (hak-
Top (GM-CSF) mist nedyeHus: JIETOUHOTO ajbBEOJIsSIp-
HOTO TIPOTEMHO3a, MOHOKJIOHAJIbHbIE aHTUTEJA, TaKue
KakK puTyKCcuMao, /ISl Teparuu ayTOUMMYHHBIX 3a00J1e-
BaHWIi JIETKMX W BACKYJWUTOB; BHYTPUBEHHBII MMMYHO-
mooyauH (IVIG); nHaruouropsr TNF-0, aHTaroHucTb
IL-1 u IL-6 mpu HEKOTOPBIX ayTOMMMYHHBIX 3a00JIeBa-
HUSIX, COMPOBOXKIAIOIINXCS WHTEPCTULIMAIBHBIM ITOpa-
JKeHUeM Jierkux [22, 23].

Y ManueHTOB ¢ TIPOTPECCUPYIONIMM  JIETOYHBIM
Gubpo3oM TpebyeTcss Ha3HAYeHHE CBOEBPEMEHHOM
anTuduoporndeckoir Teparmuu. OCHOBHBbIE HaJeXKIIbl
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B Tepanuu (Hudpo3a Mpv WHTEPCTULHUATBLHBIX 0OJE3HSIX
JIETKUX B MOCJIEHUE TO/bI CBS3bIBAIOT C IByMsI TIperapa-
TaMU: TUPPEHUTOHOM U HUHTETaHUOOM.

I[Mupdenunon — nepopanbHbIii aHTUDUOpPOTUYE-
CKUI1 TIperapart, HalolInuii MHOXECTBEHHBbIE 3(M(EKThI
(perynupyeT npodudOpoTUYECKUE M TMPOBOCIIATUTEb-
HbI€ IIUTOKMHOBBIE KAacKajbl, YMEHbIIAeT Npoiudepa-
o (pubpobiacToB U CUHTE3 KojulareHa). PaspeiieH
IUIST Tepallui WUIMOMAaTHUYECKOTo JierouHoro ¢Guoposa
y B3pocibiX mnauueHToB. HuHTenaHu® (MHrubuTOop
TUPOKCMHKMHA3) OTHOCUTCSI K TIpernapataMm C JoKa-
3aHHON 3(D(HEKTUBHOCTHIO MPU JICYCHUU UAMOTIATHYE-
CKOTO JIeTOYHOTO (prbpo3a M APYrux UHTEPCTULIMAIb-
HBIX 00JIe3HEH JIETKUX C TIPOrPECCUPYIONIUM JETOUHbBIM
dubpozom [1, 24]. DddexkTUBHOCT U 0€30MaCHOCTH
S5TUX TMpernapaToB y JAeTel ¢ WHTePCTULUHATbHBIMU
0oJIe3HSIMM JIETKMX T0Ka He wu3ydeHa. [lepcriekTuB-
HBIMU HaMpaBJICHUSIMU Tepariuu SIBJSIOTCS TTOUCKU
HOBBIX OoJiee 3(PPeKTUBHBIX aHTUOUOPO3HBIX MpeTapa-
TOB, MHTUOMTOPOB LIUTOKMHOB, UCMOJIb30BaHME TIperna-
paToB cypdakTaHTa, TeHHas Teparus.

TpaHcraHTalMs JIETKUX B HAcCToOsIIee BpeMsl pac-
cMaTpMBaeTcsl Kak Haubosiee 3HAUMMOE JTOCTHXKEHHE
B 00JIaCTM Teparvu M COXpaHEHMs XM3HU MallMeHTOB
C MHTEPCTULIMAIBHBIMU OOJIE3HSIMU JIETKUX C TMPOrpec-
CUpYIOLIUM JIerouyHbIM ¢ubposom. Otuer MexmayHa-
POIHOTO PETUCTpa TpPaHCIUIAHTALMKU Cep/lia U JIETKUX
(ISHLT) ot 2016 I. moka3bIBaeT, UTO BO BCEM MHUpPE €XkKe-
rogHo rpoBoautcs 6osiee 100 TpaHCcrUIaHTAUME JIETKUX
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DeHoTHNHYECKASA BapUa0eJIbHOCTh M BAPUAHTBI-MOIN(UKATOPHI Yy JAeTeit
C HACJIEJICTBEHHbIMH 3200JIeBAHUSAMH CepIa
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Phenotypic variability and modifier variants in children with hereditary heart diseases

N.V. Shcherbakova', A.B. Zhironkina?, V. Yu. Voinova’, R.A. lldarova’, M.A. Shkolnikova’

"Veltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
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HecmoTpsi Ha TOCTHTHYTBIE B MOCJIEJHHE JECATHIETHS YCIeXH B 00J1aCTH MOMCKA NMPHYMH MOHOTEHHBIX 3200/IeBAHMIi Ye/loBeKa,
CYIIeCTBYET OIPOMHBIii MPOOe B IOHMMAHHM MOJIEKYISIPHBIX MPUYUH ()eHOTUIHYEeCKoii BapuadebHocTH. B HacTosmee Bpems cTa-
HOBHUTCSI OYEBUIHBIM, YTO 32YACTYIO NMATOTEHHbII TeHeTMYECKHIi BAPUAHT JENCTBYET He B OMMHOYKY, 2 BMECTe C APYTMMH IeHeTH-
YeCKUMH M HereHeTHYeCKUMH (hakTopamMu, KOTOPble MOTYT YMEHbIIATD WIH, HA000POT, YCYry0JsTh TSKeCTb 3200 1eBanus. Takum
00pa3oM, YTOOBI HO-HACTOSIEMY HOHATH 00J1€3Hb, HEOOXOANMO YUNTHIBAT BCI0 COBOKYNHOCTh MEXAHU3MOB, IPHBOISIIMX K Pe3Yiib-
TUpyomemy denoruny. B 3T0ii padoTe MbI paccMaTpMBaeM TeKyllee COCTOsSIHME JeJl B 00/IaCTH UIEHTH(UKAIMA TeHeTHIECKNX
Y HereHeTHYeCKUX MOU(MUKATOPOB (heHOTHNA peJKUX MOHOTEHHBIX CepPIeYHO-COCYIUCTBIX 3200/1eBaHuMii.

Karoueswte caosa: demu, nacaedcmeennoie 3a601e6anus, Kapouoaous, (heHOMUNU4ecKdas 6apuabesbHOCMb, HeNOAHAS NeHeMpPaHm-
HOCMb, 8APUAHMbI-MOOUPDUKAMOPDL, WKALbI 2eHEMUYECK020 PUCKA.

Ans untuposanuns: LLlep6akoBa H.B., XXupoHkuHa A.B., BouHoBa B.10., Vinbpaposa P.A., LLikonbHnkoBa M.A. @eHoTunu4eckasi Bapuabesisb-
HOCTb U1 BapuaHTbl-MoANGUKaTopb! y AeTel ¢ HacneacTBeHHbIMU 3aboneBaHusMu cepaua. Poc BecTH nepuHaton v neamatp 2021; 66:(3):
12-19. DOI: 10.21508/1027-4065-2021-66-3—-12-19

Despite the recent achievements in searching for the causes of monogenic human diseases, there is still a massive gap in under-
standing the molecular causes of phenotypic variability. At the moment, it is evident that the pathogenic genetic variant often acts
together with the other genetic and non-genetic factors that can reduce or, on the contrary, aggravate the severity of the disease.
Thus, to completely understand the disease, we shall consider the entire set of mechanisms leading to the resulting phenotype. This
paper reviews the current state of the art in identifying genetic and non-genetic phenotype modifiers for rare monogenic cardiovas-
cular diseases.

Key words: children, hereditary diseases, cardiology, phenotypic variability, incomplete penetrance, modifier variants, genetic risk scales.
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Tlouemy 6 00HOIl cembe HeKOmopbie HocUumenu 00HOIL U MOl Jice 8bi3blearouieil 601e3Hb
MYmayuu 6He3anHO YMUpaiom, 8 mo epems Kax opyaue Jcugym oe3 KaKux-aubo cumnmomos ?
Dmo 00un U3 camblx UHMPUSYIOUUX BONPOCOS, C KOMOPbIM CINAAKUBAEMCS AH000T ONbIMHDBLIL
Kapouonoe, 8e0yuiuil NayUeHmos ¢ HacaedCMeeHHbIMU 001e3HAMU cepola.

IIpog. Peter J. Schwartz, Muaan, Umaaus

Pemme (opaHHbIe) 0OJIE3HU MPEACTABISIIOT COOO
CEPhE3HYI0 MEIMKO-COLMATBHYIO MpobJeMy st 00-
LIECTBA, NPUBOAS K CHWXEHUIO TPYIOCIIOCOOHOCTH

U KayecTBa XKM3HU, MHBAJIMIHOCTH, a TaKXKe K 3HAUUTEITb-
HBIM pacxoiaMm Ha 3apaBooxpaHeHue. [loutm 400 miaH
YeJIoBeK BO BceM Mupe crpamaroT npumepHo 7000 pas-
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Ullepbakosa H.B. u coasm. @eHotunuyeckas BapuaderbHOCTh M BAPHAHTHI-MOIM(MUKATOPHI Y IETEl ¢ HACTEACTBEHHBIMU 3200IeBAHUSIME CEP/ILIA

JIMYHBIX penkux 3aboseBanuit. He MeHee 80% Bcex pen-
KHUX 3a00JIeBaHUI UMEIOT T€HETUYECKOE MPOUCXOXKICHUE,
MpY 3TOM OOJIBIIMHCTBO M3BECTHBIX M3 HUX OTHOCSTCS
K MoHOreHHbIM. OIHaKO TeHeTH4yecKasi OCHoBa Oosiee
TTOJIOBUHBI BCEX BBISIBJICHHBIX MOHOTEHHBIX 3a00J1¢BaHUIA
ocCTaeTcs He 10 KOHIIA M3y4eHHo# [1—3].

HacnenctBeHHble cepieyHO-COCYyaMCThIE 3a0oJieBa-
HMS TIOAPA3Ae/ISIOT, Kak TpaBwio, Ha 2 rpynmbl. [lep-
Bas BKJIIOYACT peAKUE MOHOTeHHbIE OOJIe3HU, TaKue
KaK HacJeICTBEHHbIe KapAMOMMOIIATUM  (HAIpuMep,
runeprpodudeckast KapaAMOMUOIIATHS ), CEMEMHbBIE TUTIep-
XOJIECTEPUHEMHWH W KaHAJIOMATUN WJIW TIepBUYHBIC BJIeK-
Tpryeckue 3abojieBaHMsI cepiua (Harpumep, CUHIPOM
yimHeHHoro nHtepsaia QT), G0JbIIMHCTBO U3 KOTOPBIX
MaHM(bECTUPYET B MOJIOAOM, IMMPEUMYIIIECTBEHHO AETCKOM
Bo3pacte. Ko BTOpoii rpymrme OTHOCST 3a00JeBaHUSI CO
CJIOXKHBIM TUITOM HacCJle[IOBaHUsI, TIPOSIBJISTIOIINECS TJIaB-
HBIM 00pa30M y B3pOCJIbIX, TaKMe KaK TUTIEPTOHUYECKasT
00JIe3Hb U MIlleMUYecKasi 00JIe3Hb cepalla; B TaToreHese
STUX 3a00JIeBaHUI TTPUHUMAIOT y9acTue (haKTOpbl OKPY-
JKalollei cpeibl B COYETaHWU C OOJBIIMM KOJMYECTBOM
YaCThIX TEHETMUECKUX BapUAHTOB, KaXKIbI M3 KOTOPBIX
nMmeeT HeOoJIbIION 3(D(hEKT yBeTUUSHUS pUCKa.

OTKpBITUSI TEHETUYECKUX TIPUYMH 3a00JieBaHUI
CepACUYHO-COCYIUCTON CUCTEMBbI TEepBOHAYaIbHO Oa3u-
POBAINCH HAa MACHTU(MUKALIMU TTPUIMHHBIX (Kay3aTUB-
HBIX) PEIKWUX TeHETUYECKHUX BapUaHTOB TOCPEICTBOM
aHaiu3a CLIeTUICHUSI B POIOCIOBHBIX TTPU UCCIEA0BAaHUN
OosblINX ceMeil. B HacTosee BpeMsl aHaau3 JaHHBIX
BBICOKOIIPOU3BOIUTEILHOTO CEKBEHUPOBAHUSI HOBOTO
ITOKOJIEHUST YK€ TIPaKTMYECK! CTaJl CTAaHIAPTOM K-
HUYECKOTO 00cCIenoBaHMsI Takux mauueHToB [4]. OmHO
13 BaXKHBIX TIPEUMYIIECTB 3TOW TUATHOCTUKU — BBISIBJIC-
HUE B CEMBSIX IPOOAHIOB € TTATOTEHHBIM HYKJICOTHIHBIM
BapuUaHTOM, TPUBEIIINM K 3a00JIeBaHUIO, OECCUMITTOM-
HBIX (MaJJOCUMITTOMHBIX) HOCUTEJIEH 3TOr0 MAaTOTeHHOTO
BapuaHTa U JIULI, He SBJISIOIIMXCS HOCUTEISIMU, ¥ KOTO-
PBIX HE pa30BbETCS TaHHOE 3aboseBaHue [S].

OpHako Jaxe y IALMEHTOB C OOHOW M TOM XKe
MyTallMeil B Kay3aTMBHOM TeHe (Hampumep, y OpaTa
U cecTpbl [6]) 3abojieBaHME MOXET WMETh pa3HbIe
(beHOTUTIMYECKUE TIPOSIBJICHUS, 4YTO CO3[aeT Ipo-
OyieMbl KakK IS JMarHOCTUKU M JICYCHUS] OOJIbHBIX,
Tak W JJIg OINpeAesieHUs] TPOTHO3a M HaWIydIllei Tak-
TUKWA BEIEHMS APYTUX YJICHOB CEMbM C BBISIBICHHBIMU
Kay3aTuBHbIMU MyTaumsimu [7—10]. HemomHas meHe-
TPAHTHOCTb (HOCUTEJLCTBO MAaTOT€HHOTO TOMUHAHTHOTO
TeHEeTUYECKOro BapraHTa 0e3 pa3BuUTHS 00JIE3HU) U pas-
JIMYHASI 9KCTIPECCUBHOCTD (IIMPOKUIA IUATIA30H TSKECTU
cpeau HocuTeslel TeHeTUYeCKOro BapuaHTa) — pacipo-
CTpaHEHHbIE SIBIEHUST B CEMbSIX, HECYIIIUX OIUH U TOT Xe
BBI3BIBAIOIINIT 3a00JIeBaHNE HYKJICOTUIHBIM BapUaHT.

B Hacrosiiiee BpeMsi  KpYITHbIE  HCCJICIOBaHUS
10 CEKBEHMPOBAHUIO TEHOMOB WJIM 9K30MOB Al BaxkK-
HYIO JOTOJHUTEIbHYI0O MH(MOPMAIUIO I TTOHUMAaHUS
¢eHOTUIIMUECKOW BapuadeJbHOCTH peakux 3abose-
BaHUIi, a TakKXe MOTeHIMAIbHOTro 3(h@eKTa TeHeThYe-

ckux monudukaTopoB. Elle mpeacTouT MoHSTH B TOJ-
HOI Mepe BKJIall B TMIEHETPAHTHOCTh U 9KCIIPECCUBHOCTh
3a00JIeBaHUSI PE3yJIbTaTOB BO3JAEHCTBUS OKpYXKarollei
cpenpl [11], reHEeTUYECKMX BapUaHTOB-MOAN(UKATOPOB
M SIUTeHeTHIeCKUX 3 HEKTOB.

MounekynsipHble OCHOBBI (hEHOTUITMUECKOI Bapua-
0eJIbHOCTH HACJIEJICTBEHHBIX OOJIe3HEl aKTMBHO M3yda-
IOTCSI BO BCeX 00JacTsIX KIMHUYECKOW MEIUIIMHbI
[7—10]. B nHameit pabore Mbl paccMaTpuBaeM MPUMEPbI
TEHETUYECKMX M HEereHeTUYeCKuX (haKTOpOB, BIIMSIIO-
IIMX HA MEHETPAHTHOCTb M 3KCIIPECCUBHOCTb HACJIE-
CTBEHHBIX KapJUOJIOTMYECKUX 3abojeBaHUil, MaHUDe-
CTUPYIOLIMX B IETCKOM BO3pacTe, a TakXKe MepCreKTUBbI
Hay4HBIX MCCJIEIOBaHUI B yKa3aHHOW 00JIaCTU U aKTy-
aJIbHOCTb 9TUX 3HAHUI [IJI1 KITMHUYECKON TTPaKTUKU.

Koppensuuun reHotun/¢peHotun

B knuMHMYecKkol TpakTUKe JAOTMOJHUTEIbHYIO BaX-
HYI0 U HaJeXHYI WH(OpMaLMIO TIPYU HACIEICTBEHHBIX
00JIe3HSIX BHOCHUT aHaJU3 KOPPEISLUMiA MeXIy Kiac-
caMu TaTOTeHHbIX BapuaHTOB U ¢eHoTunoM. HecMotps
Ha WISHTU(UKALIMIO TEeHOB MHOIMX HACJIEICTBEHHbBIX
CepACYHO-COCYIUCTBIX 3a00JIeBAHUN W KIMHUYECKUX
(akTOpOoB pHCKa, TPOTrHO3UPOBAHUE TSIKECTU Tede-
HUS Y BO3HUKHOBEHMSI KJIMHUUYECKU 3HAYMMBbIX OCJIOX-
HEHMIl y KOHKPETHOTO TIallMeHTa OCTAeTCsl CJIOXHOM
3ajaudeit. Tak, /UIst Tpex OCHOBHBIX MOJIEKYJISIDHO-TE€HE-
TUYECKUX TUIIOB CHHApPOMA YIJIMHEHHOTO WHTEepBaja
QT nokaszaHbl pasziuuHbie MPOGUIN PUCKA Pa3BUTHUS
YIpOXAIOIMUX XU3HU apuUTMME W paszauuHast 3¢ dek-
TUBHOCThL Tepanmuu Oeta-Oyokatopamu [12]. B To Xe
BpeMsl TIpYM HAcCJEeICTBEHHON JIErOYHOI apTepuaibHOM
TUTIEPTEH3UH, BbI3BAHHOW MUCCEHC-MYTalMsSIMU B TEHE
BMPR2, 3aboneBaHre MaHUMECTUPYET paHbIIe U UMEeT
0oJsiee TsKeI0e TeYeHUE, YeM Y TTALIMEHTOB C MyTallUsIMU,
MNPUBOASIIMMU K OOpa3OBaHMUIO TPEKIEBPEMEHHOTO
cron-kKomoHa [13]. [leHeTpaHTHOCTb U SKCIIPECCUBHOCTH
MOTYT BapbMpOBaTh HE TOJBKO B 3aBUCUMOCTH OT THUIIA
MyTalllu, HO W OT JIOKJIN3allui MyTalliu B reHe | 14].

WccnenoBaHus 1MOKa3bIBalOT, YTO TeHETUYECKas MpU-
pola MHOTMX HACJEICTBEHHBIX CepAeYHO-COCYIUCTBIX
3a00JIeBaHMI1 CJIOXKHA U HE BCeraa OOBSICHSIETCS TIPOCTHIMU
MEHZEJIEBCKUMU MojesiMu. [eHeTuueckre BapUaHThI,
MMEIOIIME pa3HyIO YacTOTy M BIMSIHUE Ha (DEHOTUIT, MOTYT
coueTarbcsi, OMpezessisi BO3pacTHOW Topor MaHudecra-
MY 00JIE3HU, BBIPAXKEHHOCTb KJIMHWYECKUX MPOSIBJICHUI
U TSDKeCTh TeyeHus1. [Ipu 3ToM OCHOBOIT BOZHUKHOBEHUSI
3200J71€BaHUSI OCTAETCSI MEHJIENIEBCKUI (peAKuit) BapuaHT
U, CJIeI0BaTEeIbHO, €r0 MOXHO MCITOIBb30BaTh ISl KaCKal-
HOTO TeHETMUYECKOTO CKPUHUHTA C 1IeJIbIO BBISIBJICHUS JIMLL
TPYIINbI pUCKa, B TO BpeMsl KaK HEMEH/IeJIEBCKIE BapUaHThI
(KaKk TIpaBWJIO, YacThle) BHOCST MEHbILIMI BKJIAA B PUCK
3a00J1eBaHMS 1 TIOTOMY HE MOTYT MCITOJIb30BaThCSI N30J11-
POBaHHO 11 oripeaesieHus pucka. Cpeay HeMEeHIIEIeBCKIX
BapyaHTOB pYCKa CJIEIyeT paCCMOTPETD JIBa TUIIA, KOTOPBIE
MOTEHUIUATLHO MOTYT BJIMSITh HA BHIPAKEHHOCTh (peHOTHITA
peaKoro 3a00JieBaHMS CEPACUHO-COCYIUCTOM CUCTEMBbI:
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—yacThle TeHEeTWYECKWE BapUaHTHI, OOBIMHO OIpe-
neisieMble KakK MMEIOIIME YacTOTy MUHOPHOTO ajuiesist
(minor allele frequency, MAF) >1%, unenTudumpo-
BaHHBIC C TIOMOIIbIO TOJHOTE€HOMHBIX MCCIIeIOBaHUIA
accouuanuii (genome-wide association studies, GWAS).
OOBIYHO OHU OKAa3bIBAIOT HEOOJIBIIIOE BIMSHIE Ha (DEHO-
TUI, HO B COBOKYITHOCTH MOTYT YBEJIMYMBATh PUCK pa3-
BUTHS U TSKECTh 3a00JIeBaHUS

— TeHEeTUYECKUE BapuWaHTBl C  TIPOMEXYTOYHBIM
3(deKTOM U OTHOCHUTEJBHO HEOOJBIIONH YacTOTOM
B nonyssiti (MAF <1%). IMeHHO 11 HUX Obljia MOKa-
3aHa pa3MyHasl CTEIEeHb BIUSHMS Ha TIEHETPAHTHOCTh
y MalUMeHTOB ¢ MOHOTEHHBIMU Oosie3HsaMu [5, 15]. Ot
BapUaHTHI, BEPOSTHO, BHOCAT BKJIAJ B PUCK Pa3BUTUS
3a00IeBaHUS Y JIIOE KaK ¢ MATOTEHHBIMM Kay3aTHB-
HBIMM BapMaHTaMU, TaK U B UX OTCYTCTBHE. 3a HEKOTO-
PBIMU MCKJTIOYEHUSIMU BKJIal TAKUX BAPUAHTOB B TSIKECTh
3a00JIeBaHUS OCTACTCSI MAJIOU3YYCHHBIM.

B coBpeMeHHBIX Hay4yHBIX IyOJMKALMsIX BCe dalle
(urypupyloT JaHHBIE O TOM, YTO UMEHHO JOTIOJTHUTEIb-
Hble (AKTOPHl TEHETUYECKOUW TPUPOIBI MOIYIMPYIOT
XapakTep M BapuaOeJbHOCTb (DEHOTUIIA y TAIMeHTOB
C M3BECTHBIMM ITaTOT€HHBIMU BapUaHTaMU. DIUTCHeE-
TUYECKUE MOIU(UKALIMU U COMATUIECKUIT MO3aUIIU3M
TakXXe MOTYT BHOCUTBH BKJal B HEIOJIHYIO TEHEeTpaHT-
HOCTb [16, 17] (cM. pUCYHOK).

HereHeTtuyeckune ¢paktopbl pucka

OrpoMHasi MeXWHIMBUIyaJbHas BapuaOeJbHOCTb
(beHOTHUIIOB 3acTaBJIIET HAC paccMaTpMBaTh BO3MOXHbIC
HereHeTn4yeckue MoaudukaTopsl — aemorpadudeckre
repeMeHHble (Takue KakK ToJI WIM BO3pacT) W Jpyrve
9K30reHHbIe (hakTOpbl. M3BecTeH psii HEreHeTUYECKUX

OBb30Pbl JINTEPATYPbI

(akTOpoB, OKAa3bIBAIOIIMX JOTOJHUTEIILHOE BIUSHHE
Ha TSDKECTh U PUCK Pa3BUTHSI OCJIOXKHEHUI cpeii HOCUTE-
JIeli TTaTOTeHHBIX TECHETMUECKUX BAPUAHTOB. DTH (haKTOPbI
MOTYT OBITh KaK MPOCTBIMU TSI aHAIM3a (BO3pacT U MoJi),
TaKk M BechbMa creunuduyeckumu (M30bITOYHAS Macca
TeJa mpu rurneprpoduyeckoin Kapauomuoratuu |[18]
WY TIpUEM TPenaparoB, YITUHSIONMIMX ITPOIOIKUTEb-
HOCTb TIPOLIECCOB Jie- W PEIoIsipu3aliiid MUOKap/a KeJTy-
JIOYKOB TTpU CUHApOoMe yiuinHeHHoro uHtepsaia QT [19]).
Heckounbko mcceoBaTeIbcKUX IPYIIIT IO BCEMY MUDPY
3a Oosiee 3 mecATUNIETUI TMOKa3alu, YTO MEHETPAHTHOCTh
MpY TUTTEPTPOGUIECKON KapAUOMUOTIATHH OTIPEIEIISIeTCST
psimoM (DaKTOPOB KaK TeHETHUECKOM, TaK M HeTeHeTHUe-
ckoii mpuponsl [20]. st marmeHToB ¢ KapauOMHUOIIaTUE
U MaTOreHHbIMU BapuaHTamMu B reHe RBM20 neHeTpaHT-
HOCTb cocTtaBuia 66%. TlanmeHTbl My>XCKOTO TT0JIa ObUTH
3HAYUTEIBHO MOJIOKE M MMEJM OoJiee HU3KYIO (PpaKInio
BBIOpOCa Ha MOMEHT TTOCTAHOBKM JMArHO3a, YeM Tai-
eHThI XeHckoro mnoja. Kpome Toro, okono 30% mnauu-
€HTOB MYXCKOTO TI0Jla HYXXIAJIUCh B TpaHCIUIAHTALUU
cepiia, B TO BpeMsl KaK TpaHCIDIAaHTALUS He TToTpeboBa-
Jlacb HU ofHOM u3 keHIIuH [21]. Takast cBSI3b TSKECTH
3a00J1€BaHMSI C TIOJIOM MOXET OBITh OOBSICHEHA KaK reHe-
TUYECKUMM MeXaHU3MaMM, KOTOpble MOTYT Ha OTpeje-
JICHHOM OTpe3Ke BPeMEHM 3allIMIIATh JIULL XKEHCKOTO TToJIa
oT 0oJiee TSKEJIoro TedeHus 3a00JIeBaHusl, TaK U pa3jiu-
YUSAMU B 00pa3e XXU3HU U TOPMOHAIBHOM CTaTyce.
JlpyruM TIpuMepoM, KOTJa BBIPakeHHOCTDb MPOSIBIIE-
HUI (9KCIPECCUBHOCTb) 3a00JI€BAHUSI CBSI3aHA C MOJIOM,
MOCTYXXWJa rpynma MalyMeHTOB ¢ MaTOTeHHbIMU Bapu-
aHTamu B reHe LMNA, B KOTOpO# y JII] MY>KCKOTO ToJia
ObUIO OOJIbIIIE 3MU300B 3JI0KAYECTBEHHBIX KETY10YKO-
BBIX apUTMUIA 1 OoJiee BBICOKAsI 4acTOTa pa3BUTHUS Tep-
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Pucynox. Bansinue pa3MYHbIX TeHETHIECKNX W HereHeTHIecKuX (pakTopoB Ha ¢eHoTHn nanuenTa. CocTaBjieHO aBTOPaMH.
GWAS — mosHoreHOMHbIE HCCJIEIOBAHNS acconuanuii (genome-wide association studies).
Figure. Influence of various genetic and non-genetic factors on the patient’s phenotype. Compiled by the authors.
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MUWHAJBbHON CTaAuM CEepAeYHON HEAOCTATOYHOCTU [22].
3aBucuMasi OT BO3pacTa IKCIPECCUBHOCTb CYIIECTBYET,
ec/ii KJIMHMYEeCKUE CHUMIITOMbI 3a00JieBaHUs y MalM-
E€HTOB HapacTalT ¢ Bo3pacToM. M3BecTHO 0 3aBUCHMOI
OT Bo3pacta MaHudecTaluu TUNepTpohUIecKoin Kap-
JNIMOMUOIIATUM TIPY TTaTOTE€HHBIX Kay3aTUBHBIX BapUaHTaX
BreHe MYBPC3[23].

ITon Takke MOXET CYIIECTBEHHO BJIMSITh Ha TSIKECThb
¢deHoTMIIA TIpM KaHAJOMATUSIX, HANpUMEp TMpU KaTe-
XOJJAMMHEPTUYECKON  MOJUMOPMHON  KeJyT0uKOBOM
TaxuKapauu U CUHApoOME ymimHeHHoro nHtepBaia QT.
Kpome Toro, mokazaHo, 4TO 3JeKTpoKapauorpacdpuue-
CKMe MPOSIBJIEHUsI HamboJiee TSKeJIoro 1-ro thma CUH-
npoMa bpyrama MoryT OBbITH CIPOBOLIMPOBAaHBI JIMXO-
pagKoii, YIOTpeOJIeHHWEM ajIkOroyisl WM OOMIBHBIM
MPUEMOM UM, a TaKXKe PSAAOM JIEKapCTBEHHBIX Tpe-
rmapaTtoB, B TOM 4HucJie OJoKaTopaMu HaTPUEBBIX KaHa-
JIoB. JlekapcTBeHHbBIE TIperaparbl WIK AUCOaaHC 2JIeK-
TPOJIMTOB TIPU CUHIApPOME YyMIMHEeHHOro uHtepBasia QT
MOTYT YCWJIMTb WU, HA000POT, MACKMPOBATh U3MEHEHMSI
Ha asiekTpokapauorpamme (OKT) [24].

BapwuaHTtbl-mogudukatopbl

TeneTnyeckre  BapUaHTBI-MOAMMUKATOPHI  YaCTO
00HAPYKMBAIOTCS B TeHAX, YYaCTBYIOIINX B TEX K¢ MOJIe-
KYJISIPHBIX TIpolieccax, YTO M Kay3aTMBHBIA TeH, JM0O
(yHKUIMOHANBHO CBsI3aHHBIX ¢ HUM [25—27]. CnenoBa-
TEJbHO, aHAJIU3 B3aMMOJIEUCTBUS T€HOB UTPaeT peliaio-
Y10 POJib B UACHTUDUKAINKA TeHETUIECKUX MOAUDU-
karopoB [28, 29]. BapumaHTbI-MOmudUKATOPbl MOIYT
U3MEHITb (PEHOTUIT HACJIEACTBEHHOrO 3ab0JieBaHUS
32 CYET TeHETMYECKOTO, OMOXUMUYECKOTO WK JPYroro
B3aMMOJICCTBUS C OCHOBHBIM reHOM OoJie3HU. CTereHb
BJIUSIHASI TaKUX MOIMGUKATOPOB MOXET BapbMpOBaTh,
YTO OTpakaeTcsl Ha (heHOTUITMUECKON BapmuabesIbHOCTH,
MEHETPAHTHOCTH U OKCIPECCUBHOCTU 3ab0JIeBaHUS.
CreyeT UMETh B BUJLY, YTO TIPYM MOHOTEHHBIX OOJIE3HSIX
IMaTOreHHOTO HYKJICOTUIHOTO BapvaHTa WU BapuaHTOB
JIOCTaTOYHO, YTOOBI BbI3BaTh 3abosieBaHue. [lpu sTOM
caMM TeHEeTMYeCKHue MOAU(MUKATOPbI He TPUBOIST
OIIHO3HAYHO K KaKOMY-JM00 (heHOTUITy U MOTYT BCTpe-
4aThCsl OTHOCUTENLHO YacTo. M XOTs erie Masio U3BECTHO
0 TEHETUYECKUX MOIM(UKATOpaX MOHOTEHHBIX 3a00-
JIeBaHUI, OYEBMIHO, 4YTO (PeHOTHITMYECKash M3MEHUYU-
BOCTb, OOYCIIOBJICHHAsI MMU, SIBIISIETCS Ba’XKHBIM acIleK-
TOM, KOTOPBIiI HEOOXOAUMO YUYUTHIBATh B KIMHUYECKOMN
MpakTUKe U MpoaokaTh ucciaenoats [30—32]. OgHako
BBISIBJICHHE TaKMX BapHaHTOB-MOAUMUKATOPOB TOTPE-
OyeT pa3pabOTKM HOBBIX IPUHIIMIIOB B KIMHUYECKOM
TeHEeTUKE JIJIST KJIacCU(UKALIMU W OTpeIeIeHUs TpaKTh-
YecKOoW MPUMEHUMOCTHU y TIAlIMEHTOB U UX cemeii [33].

B pesyibraTe MaccoBOro CeKBEHUPOBAHUS TIOMYJIsI-
LIMOHHBIX KOTOPT I MHOTUX T€HEeTUUECKUX BApUAHTOB,
OIMCAaHHBIX paHee KaK CBI3aHHBIX C TEM UM MHBIM 3200~
JIeBaHUEM, OBIJIO TOKa3aHO, YTO Ha CAMOM JIeJie 3TU Bapu-
AHTBI CJIMIIIKOM PacIpOCTPaHEHBI B TOMYJISILIMU, YTOOBI
HX MOXHO OBUIO pacCMaTpUBaTh B KAYECTBE Kay3aTUBHBIX

JUTSI MOHOTEHHBIX COCTOSTHMI. XOTSI MHOTHE TaK1e Bapy-
AHTBI OTHOCSITCA K JOOPOKAYeCTBEHHBIM M OBbLITN OOHAPY-
JKEHBI y TIALIMEHTOB JIMIIb CIyYaifHO, HEKOTOpPbIEe U3 HUX
OIpeJIEICHHO BJIUSIOT Ha MposiBjieHue ¢eHoTura 3abo-
JIEBaHUST WM €TrO TsKeCTh. JIJIsh KOHCTaTalluy BapyaHTa
C TIOTeHIMAJTbHBIM PUCKOM HeoOXomauMma OoJbIlasi CTe-
MeHb J0KAa3aTeJIbHOCTHU, OT JEMOHCTPALIMN 3HAYUTEIHHO
60Jice BHICOKOI YacTOThI B KOTOPTE MALIMEHTOB IO CpaB-
HEHMIO C PeJIEBAHTHO MOI00PaHHON KOHTPOJIbHOM IpyM-
IO 10 XOPOIIIO CTUTAHMPOBAHHBIX 9KCTIEPUMEHTATBHBIX
HUCCIIeIOBaHUI ¢ OLICHKON (DYHKIIMOHAJbHOW 3HAUYMMO-
CTU BApUAHTOB in Vitro.

HenasHo wccnenoBarenn OOHapyXWJIM TeHETUYE-
CKUi MOAMMUKATOP Y IEBOYKM, KOTOPO OBUI MOCTaB-
JIEH TMarHO3 «HEKOMITaKTHas KapauOMHUOIIATHSI JIEBOTO
KeJaynouka» [25]. ABTOPBI BBITTOJTHWIM CEKBEHUPOBAHUE
Bcero sk3oma (whole-exome sequencing, WES) mpo-
0aHla M WIEHOB CeMbU W OOHAPYXWIM, YTO JEBOYKA
SIBJISIETCSI HOCUTEJIEM TOM Xe caMOli KOMOWHAIMK JBYX
BapuaHTOB (B reHax MYH7 u MKLZ2), uto u ee oTell.
B To xe BpeMs y OTlIa He OTMEYEHO SIBHBIX MPU3HAKOB
0o0JIe3HU, a y JIeBOYKM 3aboJieBaHMEe MaHU(DECTUPOBAIO
yxe B 3-mecssiyHOM Bo3pacte. YTOObI BBISIBUTH TMPU-
YUHY Pa3inudiil B TSXKECTU MPOSIBIICHUST JaHHOTO 3a00-
JIeBaHUSI Y 000MX TTOPaK€HHBIX WICHOB CEMbHU, aBTOPHI
BBITTOJTHUIM HMepapXUIecKylo (UIbTpaldio KaHIUIATOB
B MomMdukaTopsl. bblto 00Hapy:XeHO CylllecTBOBaHNE
BapuaHTa Moaudukaropa B reHe NKX2-5, KoTopbiii
nepenajiacs peOeHKY OT 340pOBOM Marepu, W, IO BCeu
BEpOSITHOCTH, TIOBJIMSIT Ha KIMHMYECKYI0 MaHMbecTa-
uuto 3abosneBaHus. [lepBblii peOEHOK B ceMbe IOTMO
BHYTPUYTPOOHO M3-3a HapyIIeHUsS COKPaTUTEJIbHOM
GYHKIIUM 000MX KEIYyIOYKOB, M Y HEro ObLIM OOHapy-
JKEHBl Te K¢ TpU BapuaHTa. BBIBOIbI ObUIM TOATBEP-
JKIEHbI HA MBIILIMHOW MOJIEIN U MHAYLMPOBAHHbBIX TLTIO-
PUITOTEHTHBIX CTBOJIOBBIX KJIETKAX.

JpyruM KJIACCUYECKUM TPUMEpPOM TaKOro BapH-
aHTa TEHETMYECKOrOo pHCKa CIYXUT MUCCEHC-3aMeHa
p.Asp85Asn B rene KCNEI. Tlpu yactote amutens 0,012
y €eBpOIeilIeB 3TOT BapMaHT HAXOMUTCSI Ha HIKHEM
mnpenene 4actoT oOHapyxXeHMs ucciaenoBaHuit GWAS,
HO B 3HAYMTEJILHOM Mepe TIPeBhIIIaeT MpearnoaracMyo
MaKCUMAaJIbHYIO OXUAAEMYIO 4YacTOTy ajljiesisl MaTOreH-
Horo BapuaHTa B reHe KCNE1. BapuaHT cBsI3aH ¢ ymIm-
HeHueM uHTepBasia QT B o01Iei monyasauuu (¢ pa3iand-
Holl BenumunHoO# 3ddexra) [34]. JlaHHBIE, TTOTyYeHHbIE
Mpu 06CIeI0BAHUY KOTOPTHI TAlIMEHTOB 13 OUHISHINH,
CBUETEILCTBOBAIM, UTO P.ASp85Asn yaIuHSIET UHTEP-
Bas QT Ha 26 MC y TalIMEHTOB MYKCKOTO IToj1a (KoropTa
MaIMEeHTOB C JAPYTMM M3BECTHBIM MAaTOTEHHBIM BapHaH-
ToM B reHe KCNQ1T) [35]. Hakoruienue p.Asp85Asn Ob110
MPOAEMOHCTPUPOBAHO B KOTOPTaX TeHOTUIT-OTPULIATE b~
HBIX IMallMEHTOB C CUHIPOMOM YIJIMHEHHOTO WHTEp-
Basa QT u3 Snonum [36] u CIIA [37]. DTo Mo3BOMISIET
MPEATIONOXNTh, YTO YKa3aHHBIN BApUAHT MOXET BHOCUTh
CYILIECTBEHHBIN BKJIAA B TEHETUYECKOE OpeMs B CIIydasx
HEMOHOTEHHBIX (POPM CHHApOMA YIJIUHEHHOTO WHTEp-
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Baja QT. DyHKUMOHANBbHBIE WMCCIECIOBAHUS TTOATBEP-
SKIAIOT NTATOIeHETUYECKYIO POJIb 3TOr0 BapuaHTa [36].

BapuanTtel B 3’-HeTpaHciupyemoli oOJjacTé TeHa
KCNQI u3MeHSIOT TsKecTb 3a00JieBaHUs Y TallMeHTOB
¢ cuHapomoM yainuHeHHoro QT 1-ro Tmnma, Bo3HUKal0-
LM B pe3yJibTaTe MyTaluii B 3ToM TeHe [38]. DTu Bapu-
aHTbl CHMXAIOT aKcrpeccuto reHa KCNQI, v malueHThbl
C MaTOTEHHbIM BapUMAHTOM B FeéHEe, HaXOSIIIMMCS B 1IUC-
MOJIOXEHUU C BapuaHTOM-MOAU(UKATOPOM (Ha OJHOM
M3 TOMOJIOTUYHBIX XPOMOCOM), MUMEIOT 0oJiee KOPOTKUIA
uHtepBan QT Ha DKI u OGonee MATKWil KIMHUYECKUI
(eHoTHI, TOTAA KaK MMAllMEHThI C MAaTOT€HHBIMU Bapu-
aHTaMM B TPAHC-TIOJOXEHUM C BapuaHTOM-MoaubuKa-
TOPOM (Ha pa3HbIX TOMOJIOTMYHBIX XPOMOCOMaX) JEMOH -
CTPUPYIOT 3HAYMTEJIBHO OoJjiee IIMHHBIE nHTepBajabl QT
1 GoJiee TSKEJbIN KIMHUYeCKUid (peHOoTuTI.

AHanu3 nuTepaTypbl TOKa3bIBaeT, HACKOJIbKO 3Ha-
YUTEJbHO YBEJIMYUJIOCHh KOJWYECTBO HCCIIEIOBaHUIA
MOAM(UKATOPOB pPEIKMUX 3aboJieBaHUN 3a TIOC/e-
HUe 5 JIeT, TaK KaK IMOJHOTEHOMHOE CEKBEHUPOBaHNE
(whole-genome sequencing, WGS) ctaHoBUTCS Bce OoJiee
noctyrmHbIM. Ilo manHeiMm K.M. Tahsin Hassan Rahit
u coaBT. [39], B 42% u3 418 uccnenoBanuii 3a 2015—
2019 rr. ucroIB30BaJICsT aHAJIN3 PE3YJIBTATOB CEKBEHUPO-
BaHus ciaenywoiero rnokoneHus. Januesie WGS mnosBo-
JISIIOT MCCJIeoBaTh WM aHaIM3MpOBaTh OOJBIIYIO 4YacTh
TeHETUYECKUX BAPUAHTOB, MPUCYTCTBYIOLINX Y UEJIOBEKa.
Bbnaromapst Tomy, yTo ctromMocTh WGS B TTocIeIHIE TOIBI
KapAMHAJIbHO CHU3WJIACh, a METOJbl OMOMHGbOPMaTU-
YEeCKOro aHajm3a COBEpIIEHCTBYIOTCSI, BO3MOXHOCTEH
UACHTU(MULIMPOBATH MIPUINHBI (PEHOTUTTMUYECKON Bapua-
OEJIBHOCTH CTaJI0O HAMHOTO OoJblie, yeM Ipexae [40].

Takum oOpazom, GeHoTUIMYecKass BapruadebHOCTh
MPEACTaBIISIET CEPbE3HYIO0 MPOOJIEeMY Uil PEIKUX MOHO-
TeHHBIX 3a00JIeBaHUI U YaCTO MPUBOAUT K OIIMOOYHOMY
WIN TI03AHeMy auarHo3y [32, 41, 42]. OnHako BCTpevaro-
yecs: B MPUPOIE MOAU(PUKATOPHI-CYIPeccopbl, KOTO-
pbl€ YMEHBILAIOT TSKECTh WM MPEI0TBpallaloT AeiCTBIE
Kay3aTMBHOW MyTalluy, MOTYT yKa3aTh MCCJIEI0BaTeIsIM
MOTeHLMaIbHBIC TeparneBThuUeckre MuiieHu |8, 43]. Cre-
JIOBaTeJIbHO, OyayIINe YCUITAS B 00JIaCTY NISHTU(MUKAITAN
MOAU(DUKATOPOB B COYETAHUM C DKCIEPUMEHTAIbHBIMU
U BBIYMCIUTEIbHBIMU TOAXOJAMU TIOMOIYT HE TOJIbKO
JIydlie JMarHOCTHpPOBaTb MOHOTE€HHbIE 3a00JieBaHUS
C MUHUMAaJIbHBIMU 3aTpaTaMu BPeMEHU, HO U OMPEACSIUTh
HarpasjieHUe MOTEHIMAIbHOTO JICUeHUSI.

LLikanbl reHeTM4eCcKOro pucka

K orpaHnuyeHMsIM LIMPOKOTO MPUMEHEHUSI FeHeTUYe-
CKOTI'0 TeCTUPOBAHMS IIPY HACJIEICTBEHHBIX 3a00JI€BAHUSIX
B JIETCKOM KapAuWOJOTrMyd OTHOCUTCSI B TOM YMCJIEe 3HAUM-
TeJIbHAas 1011 CJIyJaeB, KOraa Kay3aTUBHbBIN FTeHETUUECKUA
BapuUaHT He yaaercs uiaeHTuduimponaTh. OqHa U3 BO3-
MOXHBIX TIPUUMH TaKHUX CJIydaeB (T€HOTHUIT-OTPUIIATEIIb-
HbIE TIALIMEHThI) — HEMEeH IeJIeBCK1e (hOpMbI OOJIE3HMU.

ITonHOreHOMHBIE WMCCIEIOBAaHMS acCOLMAIUii OKa-
3aJI1 OTPOMHOE BJIMSHUE Ha BBIICHEHUE I'e€HETUYECKOM

OBb30Pbl JINTEPATYPbI

MPUPOJBI YacThIX 3a00JIeBAHUN CO CJIOXHBIM THUIIOM
HacienoBaHusl (TUNEpTOHUYECKasi 0O0JIe3Hb, UIlIeMUYe-
ckasi 00J1e3Hb cepaua U T.J.), ObUIM BbISIBJIEHBI ThICSIUU
JIOCTOBEPHBIX acCOLMAlINiA, a pa3Mepbl BLIOOPKU B HEKO-
TOPBIX MCCIIEIOBAHUSIX Y B3POCIbIX TALIMEHTOB YXe
npubsxkatorcs K 1 MiH [44]. B TeueHne HeCKOIbKUX
MOCJIETHMX JIeT pe3ysbraThl ucciiegoBanuii GWAS cranu
MPUMEHSITbCS K MOHOTEHHBIM 3a00JIeBaHUSIM TSI BBISIB-
JIEHUSI TEHOTUIIOB, KOTOPbIE MOTJIM Obl JIeXKaTh B OCHOBE
Kak BapuaOebHOI MEHEeTPAHTHOCTH, TaK U TeHOTUII-OT-
pULIATEeIbHBIX CJIyYaeB.

JIBa monmxoma MoryT wucrnojib3oBatbes st GWAS
MpU peIKWX TeHeTUYecKMX 3abosieBaHUsX. B mepBoM
WUCIIOJIb3YeTCsl CTAaHIaPTHBIN AN3aiiH UCCIeNOBAHUS CIIy-
Yaii—KOHTPOJIb, BKJIIOYAIOIIMI HEPOJACTBEHHBIX TIally-
€HTOB C TeHEeTMYEeCKMM 3a00JieBaHUEM U TT0J00paHHYIO
peeBaHTHYIO KOHTPOJIbHYIO TPYIIITY U3 TOMYJIsSIIUU. DTO
MO3BOJISIET HAMPSIMYIO BBISIBJISITh BApUAHTHI, CBSI3aHHbIC
¢ 3a001eBaHMEM, a TaK3Ke IPOBOAUTD JaTbHEHIIINIA CTpa-
TUOULMPOBAHHBIN aHAJIM3 Ha OCHOBE TaKUX (DaKTOPOB,
KakK CTaTyc MaTOreHHOro BapMaHTa U TSXKECThb 3a00JieBa-
Hus. OgHAaKO 3HAUYUTEJIbHBIM OIpaHWYEHUEM VIS TAKOTO
TUIA WCCIIEIOBAHUM SIBISIETCS TIIoXasi JOCTYITHOCTb
00pa31oB MAlMEHTOB ¢ peaKuMu (eHOTUIIaMU, B CBSI3U
C YeM Il OCTMXKEHUS J1aKe YMEPEHHOH MOIIHOCTH
BBIOOPKU TpeOyeTCsl COTPYIHUYECTBO HECKOJIbKUX LIEH-
TPOB M MeTaaHalIM3 OaHHBIX. YTOOBI OOJIETYUTH YCH-
JIVSI, KOJMYECTBEHHbIE MCCenoBaHUs (hEHOTUIIOB,
CBSI3aHHBIX C 3a00JIeBAHMEM, MOTYT OBITb BBITTOJIHEHbI
C MCMOJIb30BaHMEM MOMYJSILIMOHHBIX KOTOPT. DTO MO3BO-
JIsieT oOHapyXuBaTh 0OJIbllIee KOJIUYECTBO acCOUMaLMi
1 MOXET JaBaThb OLICHKY ITOJMI€HHOTO pucKa (IIKajbl
TEHEeTUYECKOTo prcka, B3BellIeHHasi COBOKYITHOCTb acCO-
LIMMPOBAHHBIX JIOKYCOB), JIeXKaIllero B OCHOBE (heHOTUTIIA.
DT accolMaluy 3aTeM MOTYT ObITh IPOBEPEHBI Y Malr-
EHTOB C peIKUM 3a00JIeBaHUEM.

OnHUM U3 MPUMEPOB TaKUX PaOOT CITYKUT BbISIBJIEHUE
BapuaHTOB pucka yminHeHus uHtepsaia QT. [NonHore-
HOMHBII aHaM3 acCOUMAlMi, BAUSIONIMX HAa BEJIMUMHY
uaTepBaja QT, MpoBeneHHBI Ha 76 THIC. YYaCTHMKOB
€BPOITEICKOTO MMPOUCXOXKICHUS, OOHAPYKUIT 35 JTOKYCOB
C WHIMBUAYaJbHO HeOONbIIMMU 3(PdeKTamMu, B COBO-
KYIHOCTU OOBSICHAIOIIMMU npuMepHo 10% Bapuanuu
nHrepBana QT B obmeit nmomynsuuu [34]. MccnemoBa-
HUS y TIALIMEHTOB C CUHIPOMOM YIJIMHEHHOTO MHTepBasia
QT noxa3zanu, 4YTO HEKOTOPhIE U3 ITUX BAPUAHTOB MOTYT
MOJYJIMPOBAaTh IJUTEbHOCTh MHTepBaia QT u puck pas-
BUTHS YIPOXKAIOIIMX XKU3HU KEJIYTOUKOBBIX apUTMUIA
U CEPAEUYHO-COCYAUCTBIX OCJIOKHEHUH [45, 46]. DT 1aH-
HbIEC TIOIYEPKUBAIOT MOTEHIIMAIBHYIO POJIb YACTBHIX TeHEe-
TUYECKNX BapMaHTOB ¢ HeOOMbIINM 3(PPEKTOM B 00B-
SICHEHUM (PEHOTUTTNYECKON U3MEHUYMBOCTH y TALIMEHTOB
C CUHIPOMOM yyIMHeHHoro uHTepBaia QT, xoTs Kin-
HUYECKYIO TI0JIE3HOCTb TOJYYEHHBIX PE3YJIbTaTOB ellle
MPEICTOUT TTPOJIEMOHCTPUPOBATb.

YcTaHoB/IeHUE POJIM YaCThIX BAPMAHTOB TIPU Kapauo-
MMOIATUSIX 10 CUX TOP B OCHOBHOM OIpaHWYMBAJIOCh
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Ullepbakosa H.B. u coasm. @eHotunuyeckas BapuaderbHOCTh M BAPHAHTHI-MOIM(MUKATOPHI Y IETEl ¢ HACTEACTBEHHBIMU 3200IeBAHUSIME CEP/ILIA

HCCIICIOBAHUSMU  CIIy4ali—KOHTPOJIb C YMEPEHHBIMU
pazmepaMu BbIOOpPKHM [47], TaKk KaK COOTBETCTBYIOIINE
(beHOTUTIBI, CBSI3aHHBIE ¢ MOP(MOMETPUUESCKUMHM Tapa-
MeTpaMu M (YHKIMENH JIEBOTO KeIyaouKa, CIOXHO
OOHApYXUTh B paMKaxX IONMYJISLMOHHBIX MCCIea0Ba-
Huit. TeM He MeHee IBa JIOKyca, UACHTUDUIUPOBAHHBIC
MIpY aHajau3e oOpas3lioB OpUTAaHCKOro OmMoOaHKa, paHee
ObUIM CBSI3aHBI C Pa3BUTHUEM AUJIATAIMOHHOW Kapauo-
muonatun B GWAS [48]. B pabote, omy0anKoBaHHOI
B Havaime 2021 r, IpoAEeMOHCTPMPOBAHO, YTO IIOJIM-
reHHas IIKaJla puckKa OObSCHSET 3HAYUTENBHYIO 4acTh
(peHOTUTIMYECKOM BaprnabeTbHOCTU Y HOCUTENEN PeIKUX
MMaTOreHHBIX BapMAHTOB, BHI3BIBAIOIINX TUIEPTPODUUE-
CKYI0 KapauoMuonaTtuio [49].

B rpynme u3 312 nmanmmeHToB ¢ cuHIpoMoM bpyrama
n3 16 MEIULIMHCKUX IIEHTPOB C MCIOJb30BaHUEM
LIKaJbl TEeHETUYECKOTO pUCKa ObUIO M3Yy4eHO pacrpe-
JIeJIEHUE YacThIX TeHETUYECKUX BapMaHTOB, paHEe acco-
LIMMPOBAHHBIX ¢ CUHIpOMOM bpyranma rpu npoBeaeHUN
GWAS. bpima mokazaHa KyMyJISITUBHAsl acCOLIMAIUS
yacTeIX BapnaHToOB reHa SCN5A ¢ ¢peHOTUIIOM, He3aBU-
CHMO OT HaJIMYMS TIAaTOTEHHOTO Kay3aTHUBHOTO BapHWaHTa
B 9TOM TeHe [50].

Pesynbsratet GWAS 1 1Ipou3BOAHBIE OT HUX ILIKaJIbI
TEeHETUYECKOTO pHCKAa MOTYT OBITh HCIIOJb30BaHbI
IIUIST BBISIBJICHUS JIIOJCH B OOIIEH TTOIMYJISILIUU C PUCKOM
pa3BUTHST 3a00JIeBAHUI, SKBUBAJCHTHBIX pUCKaM, TIPU-
CYIIMM TAallMEeHTaM ¢ MOHOTeHHBIMM Oose3HsMu. Tak,
A.V. Khera u coasr. [51] ooHapyxkuau, uto 8% o6Gpa3LoB
OpuUTaHCKOTrO OMOOaHKa MMEJIM 3HaueHMEe IIKaJIbl TeHe-
TUYECKOTO PHMCKA, PaBHOE TPEXKPATHOMY PUCKY pa3BU-
TUS UILIEMUYECKOI 00JIe3HU cep/lia (AaHATOTUYHbBIN PUCK
MMEIOT HOCUTEIU MAaTOTeHHBIX BAPUAHTOB B Te¢HaX, CBSI-
3aHHBIX C CeMelHON rumnepxojiecrepuHemueir). [lpen-
CTaBJICHHBIE TaHHbBIE MOXXHO MCIIOJb30BaTh JJIsI BHISIBIIC-
HUST TPYMI PUCKa, HYXIAOIIMXCSI B TIPOBEICHUM OoJiee
MHTEHCUBHBIX MPOMWIAKTUIECKUX MEpPOIPUATHIL. DTO
TakXe JEMOHCTPUPYET HaM, UTO FeHeTUYeCKast apXUTeK-
Typa ¥ PUCK JUISI MHOTMX (DEHOTUIIOB CJIeAyeT paccMar-
pUBaTh KakK CIIEKTp, a He MPOCTYI0 TUXOTOMMIO MEHIe-
JIEBCKOTO (MOHOTEHHOI0) M CJIOXHOTO (TTOJMTE€HHOTO)
HacJieloBaHus, KaK MpearnoJiarajioch paHee.

DTOT HOBBIM B3I Ha TEHETUKY HacCleJICTBEH-
HBIX OOJIE3HEM cephama 3acTaBisieT Hac IIepecMOTPETh
9TUOJIOTUIO  TEHOTUI-OTPULIATEILHOTO  3a00JIeBaHMSI
U, TJIABHOE, TIEPECMOTPETh IMOAXOAbI K BEACHHMIO TaKUX
MalreHTOB. DBONBIIMHCTBO TakMX CcliydaeB, OCOOCHHO
CIIOpaINYECKUX, BEPOSATHO, BBI3BAHO PSIIOM HYKJIEO-
TUIHBIX BapUaHTOB C MaJlbiIM M CpeIHUM 3dheKToM

JINTEPATYPA (REFERENCES)

1. Wright C.F., FitzPatrick D.R., Firth H.V. Paediatric genomics:
diagnosing rare disease in children. Nat Rev Genet. 2018; 19:
253-268. DOI: 10.1038/nrg.2017.116

2. Boycott KM., Rath A., Chong J.X., Hartley T., Alkuraya F.S.,
Baynam G. et al. International Cooperation to Enable the

U HereHeTMYecKnMu haktopamMu. CienoBaTebHO, PUCK
JUTSL 4JIEHOB TaKWUX ceMell HIUKe, YeM B POJOCIOBHBIX
C TICHETPAaHTHBIMU TIATOTEHHBIMU BapMaHTAMM MOHO-
reHHbIX (hopM Oosie3Heil. JlaabHeiias pa3padboTka IKal
pucKa JUIsi KOHKPETHOTO 3a00JieBaHUSI B MacIiTabe BCEro
TeHOMa MOXET ITOMOYb B CO3IaHUM TIPOTOKOJIOB HAOJIIO-
JIEHUS TTallMEHTOB Ha OCHOBE KOJWYECTBEHHOM OLIEHKU
pucKa Jisl MpobaHaa U ero poACTBEHHUKOB.

3aknovyeHue
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JIoTUM OOJIe3HUW W OYIyT MPUMEHSTHCS B KIMHUYECKOI
npaktuke. Pa3paboTka 1IKajn TeHETUYECKOro pucka
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TOB C TMPOMEXYTOYHBIM 3(PPekToM HeoOXxoaumMo OyaeT
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Diseases associated with mutations in the filamin A gene (FLNA)

M.A. Zhestkova!, E.A. Mamayeva?, D.Yu. Ovsyannikov’

"RUDN University, Moscow, Russia;
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IIpencrapieH 0030p JMTEPATYpPbl, MOCBAIIEHHBIN 3200JIeBAHMSM, ACCOIMMPOBAHHBIM C MyTauusMu B reHe FLNA, Koaupyioumem
unamun A — 6es1ok nuTockesera ¢ noJumMopdHsiMH GyHKuusAMU. MyTanuu B reHe JAHHOTO 0eJIKa NMPUBOAAT K MOPAXKEHHIO LeH-
TPAJIbHOI HEPBHOIi CHCTEMbI (TIePHBEHTPUKYISPHASL HOYJISPHAS TeTEPOTONMSI), OPraHOB JIbIXxaHus (IM(pu3eMa, HHTePCTULHAIBHOE
3a0oJ1eBaHHe JeTKHX), cepaua (BPoKIeHHbIe MOPOKH 1 MaJible AaHOMAJIMH PA3BUTHS CepPLA), IPH 3TOM IepevrcieHHble KIMHUYEeCKHe
NPU3HAKK MOTYT ObITh AMATHOCTHPOBAHBI B Pa3HOM Bo3pacre. IIpuBenenHas B 003ope unopmanus noje3Ha KIMHHIECKUM reHe-
THKaM, CHEHUANMCTAM B 001acTd penkux (opdanHbIX) 3200/1€eBaHMil, IeIMATPAM, HEOHATOJIOTAM, HEBPOJIOTAM, JMHUJIENITOIOTAM,
NyJIbMOHOJIOTaM, XMPYPram, KapAuoJoram Jjisi CBOeBpeMeHHOI TUATHOCTHKY U YJIyJIleHUsl OKa3aHus MeJUIMHCKOI TOMOIIM NalM-
€HTaM, TPeOYIOIIUM MYJIBTHIMCIUILTHHAPHOTO TOAX0/A.

Karoueewie caosa: demu, puramun A, FLNA, eenemuka, mymayuu, nepuseHmpuxyaspHas HoOYAsSpHas 2emepomonus, OUaeHOCMuUKdA.

Ansa untupoBanus: XectkoBa M.A., MamaeBa E.A., OBcsiHHykoB [.10. 3a6oeBaHuisi, aCCOLMMPOBaHHbIE C MyTaLmsiMu B reHe gpunammHa A (FLNA).
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The article presents literature review of the diseases associated with mutations in the FL NA gene encoding filamin A, which is a cyto-
skeleton protein with polymorphic functions. The mutations of this gene lead to the damage of the central nervous system (periven-
tricular nodular heterotopy), respiratory organs (emphysema, interstitial lung disease), heart (congenital heart defects and minor
heart abnormalities); the listed diseases can be diagnosed at different ages. The information presented in this review can be useful for
clinical geneticists, specialists in rare (orphan) diseases, pediatricians, neonatologists, neurologists, epileptologists, pulmonologists,
surgeons, cardiologists for timely diagnosis and improvement of medical care for patients requiring a multidisciplinary approach.

Key words: children, filamin A, FLNA, genetics, mutations, periventricular nodular heterotopy, diagnostics.
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U 3alIUTY KJIETOK OT MeXxaHudyeckoro crpecca [2]. Takum

I Yen FLNA, pacriofloxXeHHbI B cerMeHTe X(28, Koau-
0o0pa3oMm, ¢wiaMuH A BBITIOJHSIET BaKHbIe KapKacHbBIC

pyeT ¢umiaMuH A, KOTOPBIA TIpeACTaBiIsIeT CcO0O0it

aKTUHCBS3bIBAIOIIMI OEJIOK LMTOCKeJeTa, Y4acTBYIO-
U B MUTPALIMM HEMPOHOB, PAa3BUTHUM CEPAEYHO-COCY-
IUCTON CUCTEMBbI U TOAJEPXKAHUU LIEJIOCTHOCTU COCIM-
HUTeNbHOU TKaHu [1]. Monekyna ¢puiamMmuHa A cocTout
u3 24 UMMYHOIJIOOYJIMHOIOAOOHBIX TOMEHOB, KOTOPHIM
npeaiiecTByeT N-KOHIIEBO aKTMHCBSI3bIBAIOIIUIA TOMEH.
®unaMyuH A CTAOMIM3UPYET KOPTUKABHBIE TPEXMEPHBIE
cetn F-akTrHa 1 CBS3bIBAaET UX C KJIETOUHBIMU MeMOpa-
HaMu, TeM caMbIM OOecrieuuBasi 1IeJIOCTHOCTh MeMOpaH
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(GYHKIIMM W MHTErpUpPYeT MHOXKECTBEHHbBIC KJIETOUHbBIC
B3aMMOJICHICTBUSI BO BpeMsi SMOPMOHAIIBHOTO Pa3BUTHUS,
a Take BJIMsIET Ha TMPOLECChl KJIETOYHOM MMTrpauuu |3,
4]. Kpome Toro, ¢puiaMuH A HEOOXOIMM JIJIsT aKTUBALIMI
T-nmumdonuToB, WrpaeT pojib B BbIpaOOTKE WHTEpJEHi-
KuHa-2 [5] ¥ BOCIIaIMTEIbHOM CUTHAJILHOM ITyTH [6].

W3BecTHO, uTO HYJIEeBbIe MyTalluu B reHe FLNA nipu-
BOJAT K jAedeKTaM MUTpallMd HeMpPOHOB, KJIETOK COCY-
JIOB, KOXW M COCIMHUTENbHON TKaHU. MucceHc-MyTa-
UMY ¢ ycusieHneM (byHKILIMU B 3TOM K€ I'eHEe BbI3bIBAIOT
LIMPOKUI CITEKTP BPOXIEHHBIX TOPOKOB Pa3BUTUSI MHO-
TrMX opraHoB, ocoOeHHO KocTteil [7]. OmHako Haubosee
4yacTo y MalueHToB ¢ MyTauusimu B reHe FLNA HaGmo-
JTal0TCs HEBPOJIOTMYECKasl, pecrmpaTopHasl U CEpiedyHO-
COCyaMCTas aTOJIOTUH.

HeBponorunyeckas naronorus

Myrtauuu ¢ norepeit ¢pyHkuuu reHa FLNA acco-
HUMpOBaHbl C X-CLEIJIEHHOW JOMHWHAHTHO Hacje-
nyeMoit  (hOpMOil  TIEpUBEHTPUKYJIIPHON  HOMYJISIPHOM
reTepoTONuM, B OCHOBHOM HAaOJIOAAEMON Y JIMILL KEeH-
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ckoro moJjia. I[lepuBeHTpuKyIsipHasi HoayJisipHast (y3J10-
Basl) TETEPOTOMUSI — BTO TMOPOK Pa3BUTHUS TOJOBHOTO
Mo3ra, OOYCJIOBJIEHHBIN HapyllleHueM HeWpOHaIbHOM
MUTpalMM U XapaKTepU3YIOIIUiics 00pa3oBaHUEM Y3JIOB
Ceporo BeIeCTBa BIOJIb OOKOBBIX XKETYJI0YKOB, XOPOIIIO
BU3YaJIU3UPYEMbIX TIPM MarHUTHO-PE30HAHCHOW TOMO-
rpadouu (MPT) rosoBHoro mo3ra. Murpauusi HEipOHOB
HapyliaeTcss B paHHWI TepUOI pa3BUTHUS (PeTaTbHOTO
Mo3ra MexXay 6-il u 24-it HeenaMu rectaluu. Y reTepo-
3UTOTHBIX TTALIMEHTOB Je(heKTHasT MHULIMALIS MUTpALlAN
MOPGhOJIOTUIECKN HOPMATbHBIX HEHPOHOB ITPUBOIUT K UX
HaKOIUIEHUIO BIIOJIb CTEHOK 00OMX OOKOBBIX XKEIYIOYKOB
U 4YacTO COIPOBOXIACTCS SMUICTITUYECKUMU TIPUCTY-
rmaMu. B McciaeayeMbIX ceMbsiX, YJIeHbI KOTOPBIX MMENN
mytaiuu B reHe FLNA, HaGmonanock 0oJibliiee YUC/Io JIULL
JKEHCKOT'O T10J1a, a TakxKe OOJIbIIoe YMCIIO BBIKUBILIEH,
YTO yKa3bIBaeT Ha BHYTPUYTPOOHYIO IMOE/Ib TJI0J0B MYK-
ckoro 1ozna [8]. OnHako coo0111aI0Ch O HECKOIBKMX MalM-
€HTax MYXCKOTO T10JIa C MePUBEHTPUKYJISIPHON HOLYJISIP-
HOW TeTepOTONUEl W TOMO3UIOTHOM MyTalueil B IeHe
FLNA. Takue manuyeHTBbI SIBISIOTCSI HOCUTEISIMU JIMOO
MUCCEHC-, IN0O MTUCTaTbHBIX YCEUeHHBIX MyTaLuii [9].

HeiiponanbHas reTepOTOIUS 0OHapyXUBaeTCsI
y 13—20% mnauueHTOB ¢ 3MNWIeNcueil U MOpoKaMu pas-
BUTUSI KOpbl TosioBHoro mosra [10, 11]. Cpenu Bapu-
AHTOB HEWpPOHAJBHOW TETepOTONUU  TEPUBEHTPUKY-
JISIpHasi HOAYJIIpHasl TeTepoTomnusi — HauboJjiee 4Jactast
dopMma [12], uMeromiasg OOBIYHO IBYCTOPOHHIOIO JIOKA-
ymzaumio (puc. 1) [13, 14]. TlepuBeHTpUKYyJsSIpHasl reTe-
pOTOIUST TaKKe MOXKET OBITh JIJAMUHAPHOM, a He Y3JI0-
BOM, OJHAKO TaKOM BapWaHT BCTPEUAECTCS ropasio pexe.
Y OGOJBIIMHCTBA TALMEHTOB C TEPUBEHTPUKYISIPHOMN
HOMYJISIPHOW TeTepoTOIMeil HaOIIoNalTCs  CyJA0pOTr
(reHepaaM30BaHHbIe WIN (DOKAbHBIE), CTENeHb TsKe-
CTM M BO3pacT MaHuGecTaluM KOTOPbIX BechbMa Bapua-
OoenpHBI [15]. Myrauuu reHa FLNA ciayxaT TpUYAHON
80—100% cnyyaeB ceMeWHOW TIEPUBEHTPUKYJISIPHON
HOIYJISPHOI rereporornuu, npumepHo 20—30% crnopanu-
YECKMX CJIyJaeB Y JIMII JKEHCKOTOo Toyia u MeHee 10% cro-
pagruecKux CJIydaeB y JIUL MyKcKoro moa [8, 9, 13, 16].

IMepuBeHTpUKYISIpHAs ~ HOAYJISIPHAsE — TETEPOTOIUST
MOXeT ObITb eaMHCTBeHHbIM HapyuieHreM LIHC y mamm-
EHTOB ¢ MyTauusiMu reHa FLNA nubo MoxeT ObITh acco-
LIMMPOBAHA C APYTUMU ITOPOKAMU ¥ aHOMAJIUSIMK PAa3BUTHST
TOJIOBHOTO MO3ra, BKJIt0Yasl TUIOILIa3MI0 MO3KeuKa, TUTIO-
IJIA3UI0 WM areHe3ul0 MO3OJIMCTOTO Tejla, MUKpolieda-
JINI0, mega cisterna magna (MCTUHHOE JIOKaJIbHOE yBeJn4e-
HMe cy0apaxHOMAATBHBIX TTPOCTPAHCTB B HUDKHMX W 3aTHUX
oTaesiaX 3aIHel YeperHoi SIMKM), a TakKKe MOXET coue-
TaThCSI C AKCTpalepeOPaTbHBIMU TTPOSIBIICHUSIMU, KOTOPBIE
OymyT oxapakrepusoBaHbl aaiee [8, 9, 13, 17]. K npyrum
BO3MOXHBIM CUMIITOMaM TIePUBEHTPUKYISIPHON HOIYJISP-
HOM IeTepOTOIUH MOXKHO OTHECTH MBILLIEUHYIO TUITOTOHUIO
U 33/IEPXKKY IICMXOMOTOPHOTO pa3BuTus [18].

B pa6ore E. Reinstein u coast. (2012) [19] mokasaHo,
YTO B HEKOTOPBIX CIydasiX OfHA M Ta XK€ IeHeThdecKast
MyTallMsl U CXOXasi aHaTOMWYecKash KapTUHA TepUBEeH-

TPUKYJISIDHOW HOMYJISIDHOW TeTepOTOINUU, BEpOsITHEE
BCEro, MPUBOISIT K pa3jIMYHbIM BO3ICUCTBUSIM Ha Heil-
pOHaJIbHbIE CETU U, CJeAOBaTeJIbHO, K pa3IMYHbIM
KOTHUTUBHBIM TOCJIEACTBUSIM Y pPa3HbIX HOCHUTEJICH.
B cBoeit mybGamKaiuyM aBTOpPbI ONMUCHIBAIOT ABYX IMally-
€HTOB U3 OJHOW ceMbu (MaThb U J0Yb), Y KOTOPHIX ObLIa
onHa v Ta xe mytauusi B reHe FLNA, na MPT ronoBHoro
Mo3ra OblIM 0OHapyKeHbl MHOXKECTBEHHbIE OUJIaTepaib-
Hble CYOB3MEeHAMMAJIbHbIE TeTepOTOINUM CEeporo Bellle-
CTBa, HO He ObLIO YCTAHOBJIEHO aCCOLMALMM MEXIY pac-
npeaeeHUeM Y3eJIKOB M HaBbIKaMU YTeHUS. Y Marepu
OblIa JMAarHOCTUpOBaHa OoJsiee TsDKedast IUCIEKCUS
(muccounanusi (HOHOJIOTMYECKON 00pabOTKM, AePUIIUT
CKOPOCTU M OErjIoCTH YTEeHHUs) 10 CPaBHEHMIO C Jl0Ye-
pblO, UMEBILIEH Ty Xe MyTauuio. JlaHHOe KJIMHUYeCcKoe
HaOJII0IeHNE TTIOAYEePKUBAET HEOTPEAeIeHHOCTh UCTTIONb-
30BaHUs CTETIEHU TeTePOTONMU WIM BapraHTa TeHeTuYe-
ckoii mytaiiuu reHa FLNA pist nporHo3MpoBaHUsI MOBE-
neHueckoro npodwis [19]. B To ke Bpemsi paHee ObLIO
MoKa3aHo, YTO IMalMeHThI ¢ 00Jiee pacnpoCTpaHEHHBIMU
y3J1aMU UMEIOT 00Jiee BBICOKYIO KOTHUTHUBHYIO TUCHYHK-
1110, YeM MaLMEHTHI C OrpaHMYeHHBIMHU y31amu [20].

PecnupaTtopHas natonorus

IlaTosorust pecriupaTopHOil CHUCTEMBI, acCCOLUUPO-
BaHHas ¢ MyTauusMu B reHe FLNA, ommcaHa B orpa-
HUYEHHOM uwmciie HaOmomeHuii. K Hambojiee 4acTbIM
BapMaHTaM W3MEHEHWI OPraHOB JbIXaHUS OTHOCSITCS
HapylLIEHUs POCTa JIETKUX, 3M(MU3eMaTO3HbIE NU3MEHEHMUSI

Puc. 1. MPT rosoBHOro Mo3ra nauMeHTa ¢ nepuBeHTPUKY-
JIIPHO# HOMYJIAPHOIA rerepoTonueii [ 14]: Bu3yaau3upyorcs
Y3JIbl TE€TEPOTONMYHOTO CEPOro BelecTBA rOJOBHOIO MO3ra
(YKa3aHbl CTPeJIKAMH) B10Jb OOKOBBIX XKeJTyT0YKOB.

Fig. 1. MRI of the brain of a patient with periventricular nod-
ular heterotopy [14].
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MapeHXuMbl (pUc. 2) U MHTEPCTULIMAIIBHOE MOPaXKeHNe
nerkux [17, 18, 21—33]. HapyieHue pocra Jierkux, acco-
LIMMPOBaHHOE C AeUIUTOM DuraMuHa A, POsIBIAsIETCS
B BUIIE MYJIBTWJIOOAPHOU TUTIEPpUHOISALMN, TPEUMYILIe-
CTBEHHO TOpaxarolleil BEpXHIO U HUXKHIOW JTOJIU Jier-
KHUX, C TPYOBIM YTOJIILIEHWEM MEXIOJEBbIX MePEropoaok
W IPEXOISIIMM aTeIeKTa30M HYDKHUX I0JIeit Jlerkux [34].

MexaHusm BiMsiHUS Aeduimra puiaMuHa A Ha pas-
BUTHE 3a00JIeBaHUI JIETKUX OKOHYATEeJIbHO HE YCTaHOB-
JIeH. BBuy TOro 4TO BO BpeMsI IbIXaHMS JIETKHE TToIBepra-
I0TCSI MEXaHWYECKUM BO3ACHCTBUSIM U (hUJIaMUH A UTpaeT
BaXXHYIO pPOJb B MEXaHOUYBCTBUTEJIBHOCTU U MEXaHO-
TPAHCAYKIIMU KJIETOK, €r0 aHOMaJIbHbIe B3aMMOJICHCTBUS
MOTYT BJIMSITh HA BSI3KOYIPYIMe CBOMCTBA JIETKUX U Hapy-
math (opmupoBaHue u poct anbseon [23, 35]. Kpome
TOTO, HEeJIb3sl UCKJIIOUaTh yyactue puiamMuHa A B Me3eH-
XUMaJbHOW KJIETOYHOW Murpaiuu. MI3MeHeHusi CBOWMCTB
ME3EHXUMbI MOTYT OBITh HATIPSIMYIO CBSI3aHBI C ieheKTaMu
MUTpalLM KJIETOK BO BpeMsI SMOPUOHAJILHOTO Pa3BUTUSI
U TIOBPEXICHUEM JIETKUX, OINKMCAHHBIM Yy MallMEeHTOB
¢ mytaumsiMu B teHe FLNA [36]. Kpome Toro, cyliecTByeT
MPEAToJIOXKEeHNEe, YTO HapyIIEHWe POCTa JIETKUX y TaKhX
MalMEHTOB aCCOLIMMPOBAHO C HaJUM4YUEM aHOMallb-
HBIX CBSI3bIBAIOLIMX CITOCOOHOCTEN MEXTY KJIeTOYHBIMU
peLienTopaMu aare3uy wiamMuHa A n OeTa-MHTeTpUHa,
KOTOPbIE UMEIOT pelialoliee 3HaueHUe B Pa3BUTUH JbIXa-
TeJIbHBIX myTeit [37, 38].

Cpoku MaHuecTauuy pecrnupaTopHON IaToJIOTUMN
BecbMa BapualesbHbl. Y psiia TalMeHTOB CUMIITOMBbI
JIbIXaTeJIbHOM HEeOCTaTOYHOCTU MaHU(ECTUPYIOT cpasy
rocJie poxneHus [28] mim B mepBble MeCSLbI XKU3HU [17,
21, 22], y apyrux — Bo B3pocyioM Bo3pacte. Hanpumep,
y oHOro 13 47 60JIbHBIX B cepun HabmoaeHuit M. Lange
u coaBT. (2015) [39] nnarHo3 XpOHUYECKOI OOCTPYKTUB-
HOI 00JIE3HM JIETKMX OBbUT BepU(ULIMPOBAH B BO3pacTe
38 yet, paHee pecHUPATOPHBIX CUMIITOMOB y MalleHTa
He oTMevanoch. BapuabenbHa TakKe KIMHUYECKAsT Kap-
TUHA PECIMPATOPHBIX CUMMITOMOB: OT 3MHU30/I0B pELU-
JTUBUPYIOIINX PECITUPATOPHBIX WHMEKIUIA 10 TSKeIo
MPOrpeccCUpyrolieil  IbIXaTeJIbHOW  HEIOCTAaTOYHOCTH,
MPU KOTOPOI TpeOyeTcsl NTOMOJTHUTEIbHAsI KUCTOPOI0TE-
panusi Wiyd pecrpaTopHas rnojjiepxkka (MCKycCTBeHHast
BeHTUJIsIUS Jierkux — M BJI, pexxum mocTosiHHOTO 10J10-
JKUTEJIBHOTO JaBJICHUsI B IbIXaTeJbHBIX ITyTsix — CPAP-
tepanus). K yacTbiM OCJI0XXHEHUSIM TTPOrPeCcCUPYIOILEeTo
3a00J1eBaHUS JIETKUX Y TAIIMEHTOB C MyTallUSIMU B T€HE
FLNA otHOCUTCSI JIerouHas runepreHsus [17, 22, 23, 27,
28]. Tak, A. Masurel-Paulet u coasrt. (2011) [17] HabGt0-
nand pebeHKa ¢ 3 Mec XM3HM C PeUUuaAUBUPYIOIIUMU
pecnpaTOpHBIMU MHGMEKLIMSIAMU, ABYCTOPOHHUMU aTe-
JIeKTa3aMM, JIETOUHBIMUA KUCTaMU, TpaxeoOpOoHXoMaisi-
1IMei, JIETOYHOUM TUMepTeH3uel, OpOHXMaIbHOUM acT-
MO M JUIUTEJIbHON KHCJIOPOI03aBUCUMOCTbBIO (TTOTyda
KucjaopomoTepanuio g0 6 jet). [1py rucrojgornyeckoM
WCCIIETOBAHNM TKAHU JIETKOTO TAHHOTO MAallMeHTa BBISIB-
JIeHa TTaHJI00yIsIpHasa s3Mdu3eMa ¢ 3aMEeTHBIM YMEHbIIIe-
HUEM XPsIIIeBO TKAaHU OPOHXOB.

OBb30Pbl JINTEPATYPbI

e

Puc. 2. KomnbloTepHasi ToMorpadusi OpranoB rpyaHoit
KJIETKH NaluenTa ¢ MyTtamueii rena FLNA, BbINOJHEHHAS
B Bo3pacrte 3,5 roaa [28]: BbipaxkeHHasH runepuHQIAIHS
B 000MX JIETKNX, OOJIbIIIE CIPABA, HAIOMHHAIOWIAS BPOXK-
JEeHHYI0 JI00apHyio amMpusemy.

Fig. 2. Chest computed tomography of a patient with a FLNA
gene mutation, performed at the age of 3.5 years) [28].

S. Eltahir u coast. (2016) [21] omnyGiuKoBaIn
JJaHHbIE O HEJOHOIIEHHOM IMalueHTe | Toma XXHU3HH,
MPU POXICHUHU TTepeHEeCIIeM PeCTMpaTOPHbIN TUCTPECcC-
cuHApoM. B manbHeiiieM y pebeHKa OTMEYaIuCh peru-
JTUBUPYIONIME MHGEKINY HUKHUX AbIXaTeIbHBIX MyTei,
OCTpBINi OPOHXMOJIUT, IBYCTOPOHHSIST dMGuU3eMa JIETKUX
C aTeyieKTa3aMM 0Oa3alIbHBIX OTIEIOB JIETKUX, JIETOYHAsT
TUTIEPTEH3USI U KUCIOPOI03aBUCUMOCTh, TTPOBOAMIACH
mmtenbHas VUBJI. I1pu Onoricun jerkux Obuia BEIIBISHA
aJbBeoJIIpHas cuMIuindukanus. [ToMrumo pecrimpaTop-
HBIX TIPOSIBJICHUI y pebeHKa ObLIM IUarHOCTUPOBAHBI
OTKPBITBIN apTepUabHBI TPOTOK, TSXKeNass TracTpo-
a30dareanbHas pedaoKcHast 00J1e3Hb, 00YCIOBICHHAS
AHOMAJIbHBIM PACIOJIOXKEHUEM TIPaBON TOIKIIOUMYHOM
apTepuM W CcHaBJIeHUWEM MUIIEBOJIA, TaxoBas TIpbIXka.
Peb6enok ymep B Bo3pacte 15 mec [21].

Y HEKOTOPBIX NALMEHTOB C TEYCHWEM BpeMeHU Ha0JIt0-
JTAeTCsT YMEHBIIIEHUE PECITUPATOPHBIX CUMITTOMOB, OTHAKO
psily MallMeHTOB C OOIIMPHBIMU  3M(U3EMaTO3HBIMU
M3MEHEHMSIMU B JIETKUX TPeOyeTCsT XUPYprudeckoe BMe-
IIaTeILCTBO B BUIE pe3eKMu moseii jerkux [17, 18, 29].
Kpome Toro, mmerorcss cooOIIeHUS O HeOOXOIMMO-
CTU TpaHCIUTAHTALUU JIETKUX JCTSIM C MyTallMSIMU TeHa
FLNA v nporpeccupymolieii AbIxaTeJIbHONH HeI0CTaTOY-
HocThlO [23, 30].

B pa6ote L.C. Burrage u coast. (2017) [23] ony6anko-
BaHBI CBeJICHUSI O 6 TalMeHTax ¢ MyTanusaMu reHa FLNA
U TSDKEJbIM TIPOTPECCUPYIOIINM  TTOpaKEHUEM  JIETKUX.
Y 5 M3 HUX pecnMpaTOpHble CUMITOMbI MaHM(ECTUPO-
Bali B HEOHATAJIbLHOM IEPHOJE B BUIEC PECITUPATOPHOTO
JIACTPECC-CUHApOMa. XPOHWYECKasl JbIXaTeJIbHAs Hemo-
CTaTOYHOCTh pa3BWJIach B Bo3pacte oT 7 Hexm mo 11 mec,
a nipopospkutesibHocTh MBJI o TpaHcruiaHTauym Jierkux
cocraBuia oT 2 HeJl 1o 6 Mec. BeeM eTsim Oblia BBITIOTHEHA
TpaxeocToMUs B Bo3pacte oT 3 10 13 mec. Y Bcex 6 mauu-
€HTOB Ha KOMITBIOTEPHOI TOMOTpaMMe OpPTraHOB TPYIHONM
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Kecmrosa M.A. u coaém. 3aboeBaHus1, aCCOLIMMPOBAHHbBIE C MyTaLlUsIMU B reHe duaMuHa A (FLNA)

KJIETKM HaOMoanach BbIpaXKeHHAs! JIETOUHasl TMIIEpUH-
sty ¢ arenekTazaMu B MPUKOPHEBBIX OTAENaX U HUXK-
HUX JOJISIX JIeTKUX. Tpaxeo- u/viau OpoHXOMasIys ObLTN
0OHapyXeHbl TIpYU OpoHXOCcKOoNUU y S5 aereit. JIBycTOpoH-
HsIs1 TPAHCTUIAHTALIMSI JIETKOTO OblIa TIPOBE/IEHa B BO3pacTe
5—15 mec. [lekaHIOIMPOBaHbI B TeYEHUE 4 MEC IOCIe TpaHC-
IUIAHTAMX ObUIM S5 TTALIMEHTOB, Y OMHOTO peOdeHKa CIIOXK-
HbBIIl CTEHO3 Tpaxeu M TpaxeoMassilus TIPUBEIN K OTCPO-
YEHHOM JEeKaHIOMSIMU. Y 5 TTalMeHTOB NIPU HaAOIIOIEHUN
B KaraMHe3¢ He OTMeYaJloCh KHUCIOPOA03aBUCUMOCTH.
OnHako Jaxe Iocjie TpaHCIUIAHTALMK JIETKUX, KaK ObUIo
MOKa3aHO B JaHHOM IMyOJIMKALIUU, IETSIM HEOOXOIMMO TIIa-
TEJIbHOE M PETyJISIPHOE KapAMOJOTMUecKoe o0CieIoBaHKE,
YUUTBIBAsl PUCK Pa3BUTHsI BbIPAXKEHHOM AuIaTallii BOC-
XOISIIIIE aopThI C A0PTAJIBHOM perypruTaiyeii, 4To ooHa-
PYXEHO Y BCeX MallMeHTOB MPe/ICTaBIEHHON cepuu HaOII0-
neHUil. Y omHoro peGeHKa B MOCTTPAHCIIAHTAIMOHHOM
rnepuoae ObUIM TMAarHOCTUPOBAHbI aJeHOBUPYCHAsI IMHEB-
MOHMSI, OCJIOXKHEHHasi O0JIUTEPUPYIOILIUM OPOHXUOJIUTOM,
a TaK>Ke yMepeHHasl peryprutaiysi Ha aopTaibHOM KJlaraHe
C BBIPAXXEHHOM AuaTallMeil BOCXOSIIETo OTAea aOpThl.
B Bo3pacte 3 nieT 3Ta nmaimMeHTKa roaBepriach TpaHCIUIaH-
TalUM Cep/lia U JIETKMX, HO yMepJia OT BUPYCHOI TTHEBMO-
HUU 4yepe3 8 He mmociie onepanuu [23].

Maronorus cepAequ-cocprCToﬁ CUCTembl

Y nauuenToB ¢ myrauusimu B reHe FLNA HaubGoiee
4acToO OINMCHIBAIMCH MOPOKU MMUTPAJIbHOTO U aopTasib-
HOTO KJIallaHOB, OTKPBITHI apTepUalibHbI MPOTOK,
neeKThl MEXOKeTyT0UKOBOM U MEXITPEICepaHON Tepe-
roponok. Kpome Toro, coobmasoch 0 HaJIW4YWUM JBY-
CTBOpYATOTO KJIarlaHa aopThl, AUJIaTallMd KOPHSI aOpThI,
COCYIMCTHIX aHeBpu3M [18, 26, 39]. BoIbIIMHCTBY TMalu-
€HTOB C OTKPBITBIM apTepUaIbHbIM TTPOTOKOM Tpebo-
BaJlaCh XMpYypruueckasi KOppekiusl MpoToKa, 0COOEHHO
MauydeHTaM ¢ COYETAaHHBIM TMOpakK€HUEM JIETKUX 1M paH-
Helt MaHudecTalmeil pecrupaTopHoOil MaTOJIOTUH.

B 1O Bpemsi Kak OTKpPBITBIi apTepuaibHbIA MPOTOK
O0OBIYHO CBOEBPEMEHHO IMArHOCTUPYETCS W JICYUTCS,
NUCIUIa3usl KJIanaHoB Ceplilia U pexe nujaTaiusi aopThl
MOTYT JUIMTEJILHO TIPOTeKaTh OECCUMITTOMHO, HO BCE XK€
MPOrpPeccupoBaTh, MPUBOS K TSKEIOM cepAeuHON HeI0-
cratoudHoctu [39]. Myramuu B reHe FLNA MoryT OBITH
acCOILIMUPOBAHBI C MPOJIATICOM MUTPaAJIbHOIO KJjaraHa,
B TOM YMCJIE C MUKCOMATO3HOI JiereHepaleil MUuTpaib-
HbeIX cTBOpoK [40]. Kpome TOro, ommcaHo coueTraHue
myTtauun B reHe FLNA n X-cleruieHHO MMKCOMATOo3-
HOI1 KJlanaHHo#i auctpoduu cepaua [41, 42]. Beicokas
IOJISI CEepAEYHO-COCYAMCTOM TATOJIOTMM Y TallMeHTOB
¢ myraumsimu B reHe FLNA momyepkKuBaeT BaKHOCTb
paHHEro 1 peryJsipHOTO KapAMOoJOTnIecKOro oocenoBa-
HUs gaxe y 0eCCUMITTOMHBIX HOCUTEJIEH MyTalluid.

.D,pyme reHeTnyeckue CUHAPOMbI

PaznuyHble MUCCEHC-MyTallMM WU JEJeUUU BHY-
TPM paMKUu CUMTBIBaHUS B reHe FLNA HapyliaioT pas-
BUTHUE YEPEITHO-JIMLIEBBIX U IJIMHHBIX KOCTEW cKejeTa,

YTO MOXKET OBITh MPUYMHON BO3ZHUKHOBEHUSI CHHAPO-
MOB, MMEIOIIMX PSI CXOAHBIX KJIMHUYECKMX YepT —
dponTomerapuzaproii mucriazuu (OMIM: 305620),
OTO-NajaTo-AuruTajbHoro cuHapoma [ (OMIM:
311300) u II (OMIM: 304120), cunapoma MenbHUKaA—
Hunnza (OMIM: 309350) [43, 44]. Kpome Toro, mo3-
Hee OblJIa OMMcaHa acCOLMALIMST MYTAlIMU pAMKU CYUTHI-
BaHUs B reHe FLNA n nepedpo-ppoHTO-(dalnaibHOTO
CUHApOMA, TMPH KOTOPOM Yy pebeHKa ¢ TepPUBEHTPU-
KYJSIpHON HOMYJISPHON TeTepoToIueil, XpOHUYECKUM
3aropoM, JIe(eKTOM MEXIIPEeACEePAHON TepPerOopoOaKH,
MpoJIaTicOM KJlalaHa JIETOYHOM apTepuu, OUCTUIACTH-
YEeCKUM TPUKYCITMIATbHBIM KJIallaHOM, ITaXOBOW I'pbI-
JKeil 0OTMeYauch AMCMOpP(MUIHBIE YepTHI JIMIIA U Yepera
(ruriepresiopu3M, AHTUMOHTOJIOMIHBINA pa3pe3 IJas,
MOBEpPHYThIE K3aau Yiu), KoconarnocTh [45]. Kpome
TOTO, MMEETCS COoOoOIIeHre 00 accolaluy pasjind-
HBIX MyTauuii B reHe FLNA ¢ cunHgpoMoM ODiepca—
Hanmno [46] 1160 ¢ TMIepMOOMILHOCTBIO CYCTaBOB BHE
CUHApOMaJIbHOM maTonoruu [28, 39].

B HeckonbKux HaOMIOAEHUSIX COOOIIANIOCh O Hau-
YUM HapyIIeHW CBEpPTHIBAEMOCTH KPOBU Yy Talld-
eHTOB ¢ Myramusmu reHa FLNA. B TpombGoumTax
duiaMuH A CBS3BIBA€T OCHOBHBIE PELENTOPHI, 00ec-
MeYrBaoIIe B3aUMOACHCTBUE TPOMOOILIUTOB M COCY-
IUCTOM cTeHKM (TaukoriporenH Iba u  uHTErpuMH
allbp3) ¢ uurtockeneToM. Y MaluMEeHTOB € MyTaUUsSIMU
FLNA coob1ianoch 06 aHOMaJIMSIX TPOMOOIIMTOB 11O THUITY
MakpoTpomoOouuTorneHuu [47, 48].

B Tabmuiue 0000IIEHBI pe3ynabraThl HaOJIOZEHUS
83 maumeHTOB ¢ MyTauMsmMu B TeHe FLNA, wmmo-
CTPUPYIOIINE ONMMCAHHBINA CIEKTP TMATOJOTUM W TIpe.-
cTaBjieHHbIe B juTepatype B nepuog ¢ 2006 mo 2019
(MCKITIOUEHBI YE€TKO OYepUYeHHbBIC YKa3aHHbIC paHee TeHe-
TUYECKUE CUHAPOMBI).

3akniovyeHue

Takum 00pa3zoM, TMOAO3pPEHUs] HA MyTallUu B TEHE
FLNA w™moryr BO3HMKAaTh y TALWEHTOB, IIpeUMYIe-
CTBEHHO >XEHCKOTO T10J1a, ¢ EPUBEHTPUKYJISIPHON HOMY-
JIAPHOM TeTePOTOTMEN, HY>KIAIOIINXCST B XUPYPTUUECKOM
BMelIaTeIbCTBe (JiobapHas sMbusema, Tpaxeo-, OpOHXO0-
MaJIIus), 1 MHTEPCTUIIMATLHBIMU 3a00JIeBAaHUSIMU JIeT-
KHUX, BPOXICHHBIMUA TTOPOKAMU Y MaJIbIMU aHOMAJTUSIMU
pa3BuUTUSl cepaua (M30JUPOBAHHO WM B COYETAHUM).
JlaHHBbIe TTAIIMEHTHI SIBJISIOTCS KaHIWAaTaMu Ha TeHe-
THYecKoe obciienoBaHue. PecruparopHast martosiorust
npu myrtauusix reHa FLNA 4acTo cOnMpOBOXIAETCS KMC-
JIOPOJI03aBUCMMOCTbBIO, B TOM YUCJIE B JIOMAIIHUX YCJIO-
BUSIX, B CBSI3M C YeM Ba’XHBIMM TIPEICTABIISTIOTCS Opra-
HU3aUMsl JUIUTEJIbHOW [OMalllHel KHCJIOpOIOoTeparuu,
o0yJeHue ee IPUHLMIIAM POAUTENEH, OTIEKYHOB OOJIbHBIX
nmereit [51, 52]. INaumeHTH ¢ mporpeccUpylomeil abixa-
TeJIbHOW HEJOCTATOYHOCTHIO MOTYT HYXIAThCSl B TPaHC-
IUIAHTAlMK JieTKuX. JIerouHast TUTIEpTeH3UsT Y OOJBHBIX
MOXeT UMEeTb MHOTO(MakTOpHbI reHe3 [53]. [laimeHTs
¢ 3a00JIeBAaHUSIMU, ACCOLUMUPOBAHHBIMU C MYTallUSIMU
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Tabauya. XapakTepuCTHKA MANMEHTOB ¢ MyTauusaMu B reHe FLNA no nannbiv aurepatypsl [17—19, 21-31, 39, 41, 45, 48—50]
Table. Characteristics of patients with mutations in the FLNA gene according to literature data [17—19, 2131, 39, 41, 45, 48—50]

XapakTepucTuka Yuciio ciyuaes, aoe. (%)
Mo (n=83) Myxckoit 9 (11)
Kenckmii 74 (89)
0—1 rox 19 (23)
Bospacr (n=83) 1—18 et 25 (30)
>18 ner 39 (47)
[lepuBeHTpUKYISIpHAS HOAYJIIPHAsS T€TEPOTONHUS 66 (89)
Maronorus LIHC (1=74) Cynoporu / 3IIerncus 43 (58)
KoruuTtusHbIe HapylIeHUS 8 (11)
3agepxKa MCUXOMOTOPHOTO pa3BUTHS 4(5)
OMbuzemMaTo3Hble U3MeHeHUsI/T00apHast aMdu3eMa 23 (85)
Tpaxeo-, 6GpoHXxOMaNISILIUST 9 (33)
gj;gggzn(igg%}[% WMHrtepcTuliiaibHble 3a00JI€BaHUS JIETKUX 7 (26)
XpoHuyeckasi 00CTpYKTHUBHasI 00JI€3Hb JIETKUX 2(7)
KucinoponozaBucuMocTb 20 (74)
AJTbBEOIISIpHAST CUMITIM(DUKALINS 14 (78)
JlerouHasi runepTeH3MOHHas cocyaucTast 00J1e3Hb 12 (67)
ga:Tlogl)oma JIETKUX SrvbmEen 4(22)
JlerouHsblii ajIbBEOJSIPHBIN FeMaHTMOMATO3 1 (6)
BpoxkaeHHas anbBeoJisipHasi IUCILIa3ust 1(6)
OTKpPBITBIN apTepuaIbHbIil TPOTOK 20 (46)
JedexT MexoKeTyn1049KOBOM Meperopoaku 9 (21)
Hﬁggﬁi}ég;ﬁa Hedext MexmnpeacepaHoii Meperopoaku 409
e — JIByCTBOpYATHII a0pTaJbHBII KJIanaH 3(7)
COCYJIMCTOI CUCTEMbI Koapkraiiyst aopThbl 1(2)
(=) JlerouHasi runepTeH3us 15 (34)
Marnbie aHOMaJIUM Pa3BUTHS CepLia 13 (30)
[Iponamnc MuTpajibHOTO KjlamaHa 2(5)
AHEBpPU3MbI MO3TOBBIX apTepUit 2 (5)

B reHe FLNA, HyXImawoTcsi B MYJIBTUIMCUUIUIMHAPHOM
MOAX0/Ae K BEACHUIO M JMArHOCTUKE 3TUOJIOTMYECKU
B3aMMOCBSI3aHHBIX MHOXKECTBEHHBIX IMOpakKeHU pa3-
JIMYHBIX OpraHoB U cucteM. besyciioBHO, 3a0osieBaHUS,
acColIMUPOBaHHbBIE C MyTauusmMu B reHe FLNA, oTHO-
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Immune system in development and progression of viral myocardial damage
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B o0030pe mpencraBieHbl cBeleHHsi 0 POJM MMMYHHOI CHCTeMbl B Pa3BUTHHM M MPOTPeCCHPOBAHMH KApPIMAJIBHOI NATOJIOTHH,
BbI3BaHHOW BHpYcHOiT uHpekuueii. [Tokaszana poss mumdpouuros (T-xemanepos-17 — Th17) B nepcucTennuu BUpyca B TKAHH MHO-
kapaa. [IpuBeneHbl cBeleHNs O MOBbIIIEHNH YPOBHS UHTep IeiiKnHa-17A, ocHoBHOro uToKnHA Th17 y nanueHToB ¢ quiaTanuoHHOM
KapIMOMMONIATHEI, YTO J0KA3bIBAET POJIb ITHX KJIETOK B POrpecCUPOBAHUM KapauaibHoi naTosorun. O6cyxnaercs poab T-pery-
JsaTopHbIX (Treg) MuMGOUMTOB NPH BOCIAIUTEILHOM NOPAXKEHHH Cepaua.
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This review demonstrates the role of the immune system in the development and progression of cardiac pathology caused by
viral infection. The authors describe the role of lymphocytes (T- helper-17—Th17) in the viral persistence in myocardial tissue.
They provide the information on increased level of interleukin-17A, the main Th17 cytokine in patients with dilated cardiomyopathy,
which proves role of these cells in the progression of cardiac pathology. They discuss the role of T regulatory (Treg) lymphocytes

in inflammatory heart disease.
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CyHIeCTByeT psii OMOJIOTMYECKUX  MEXaHHU3MOB,
3alUILIAIOIITAX MHOTOKJIETOUHBII OpraHusm
OT MaTOTEHOB OKpYXalolleil cpeibl, U OAMH U3 TaKWUX
MeXaHu3MOB — umMyHurteT [1]. Ilpu OGiaronpusiTHOM
IUISI OpraHM3Ma TEUYEeHUM BOCIAJUTEIbHOTO IIpoliecca
B OTBET Ha MPOHWKHOBEHME UYYKEPOJHOTO areHTa Ipo-
UCXONSIT CYIIECTBEHHbIE M3MEHEHUsI CyOIOMmysiiuii
T- u B-numbouuToB, a TakKe IPYrux KJIETOK MUMMYH-
HOWl CHUCTeMbl M CUHTE3UPYEMbIX MMU OEJKOB (LIMTO-
KMHOB). DTO TPUBOIUT K 3aBEPIICHUIO BOCTIAJICHUS
M TIOJIHOMY BBI3mopoBiieHMIO [2]. OmHako Tpu ompe-
NIEJIEHHBIX OOCTOSITEJIbCTBAX BO3MOXKHO pa3BUTHUE IIPO-
lecca Mo WMHbIM clieHapusiM. B omHoMm ciydae mexa-
HU3Mbl UMMYHHOTO OTBE€Ta MOTYT ObITb HEIOCTAaTOYHO
3¢ GEeKTUBHBIMU IS 3JIMMUHALMKM TlaTOreHa M3 opra-
HU3Ma, YTO BEAET K XPOHUUYECKOMY TEYEHWIO WH()EK-
muu [3]. B mpyroMm ciydae MMMyHHasi CUCTEMa MOXKET
MPOBOLMPOBATh PAa3BUTHE IATOJIOTUUYECKUX ITPOIIECCOB
B OpraHax, B KOTOPbIX MH(EKIIMOHHBIN areHT WrpaeT
TpUTTepHYIO poib [4]. B oboux ciayyasix BocraauTesb-
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HBII TIPOLECC CIMOCOOEH TMPOTpeccupoBaTh, MPUBOIS
K TIOBPEXIEHUIO TKaHeil M K aKTUBAaIlMd ayTOMMMYH-
HBIX MEXaHM3MOB IOBpeXacHUs. MccienoBaHus pou
MMMYHHOM CUCTEMbI B BOSHUKHOBEHUU M TIPOTPECCUPO-
BaHUU CEPACYHO-COCYIMCTON MATOJOTUH IIIUPOKO TIPeI-
CTaBJICHBLI B OTEUECTBEHHON M 3apyOeskHOIi JIMTepaType.
Tak, B psae TyOoJMKAIUWii OMKMCBHIBAETCS POJIb KIETOK
MMMYHHOM CHUCTEMBI, TTPOBOCHAIUTEIbHBIX LIUTOKUHOB
W ayTOAHTUTEJ B PAa3BUTHUM 3a00JI€BAaHUU CEpIEUYHO-CO-
CYIMCTOM CUCTEMEI [5—9].

Hecmotpss Ha MHOroobpasme (pakTopoB, CIIOCO0-
HBIX TIPUBECTU K BOCTIAIUTEIBHOMY TTOPaXKeHUIO Cepalia,
OIIHMM M3 HamboJiee YaCThIX areHTOB B JIETCKOI IOITYJIsI-
LMK CIYXKUT BUpycHast wHdekuus. CBSI3b MaTOJOTUN
cepAua c TIpeAlIecTBYIOLIE WHGEKIMeil oTMedaeTcs,
1o pa3IUIHbIM JaHHBIM, ¥ 50—80% OOJBHBIX ¢ BOCIA-
JIMTENIbHBIMU M3MeHeHnsiMu Muokapaa [10]. M3BectHoO,
YTO KapAWaJbHble CHUMITOMBI MOTYT  IIPOSIBUTHCS
yepe3 7—28 mHel 1mocie mepeHeceHHOM OCTpoil pecrnpa-
TopHOI BupycHoit nHdekuuu [10]. [Tpu a3Tom ¢ MOMeHTa
BO3HUKHOBEHUSI WHMEKIUU 10 TOSBICHUS KIMHUYE-
CKUX TIPU3HAKOB MMOKApAUTa MOXET MPOUTH MPOIOJI-
SKUTEJIbHOE BpeMsl, 32 KOTOPOE IMPOMCXOAUT CITOHTaHHAsk
WM IMMYHOOITOCPEIOBaHHAs SJIMMUHAIUST BO30OYIUTEIST
M3 OopraHu3Ma. YKa3aHHbIe JaHHbIE MOTYT OOBSICHUTH
OTpULIATEJIbHBIE pPEe3yJbTaThl IMOKMCKA BHUPYCOB WM HX
TeHOMOB B OMOMaTepuaie, 4To MPeACTaBIIsIeT CePhe3HYIO
Mpo0JieMy B U3yUYEHUU U CTaTUCTUYECKOI 00pabOTKe naH-
HBIX 10 BUPYCHBIM MOpaxkeHusiM cepana [10, 11].

B xome Tekylero BOCHMajieHWs B TaTOJIOTMUYECKUIA
MPOIECC MOTYT BOBJEKATHCS HE TOJBKO OO0OJOUKHU
cepllia, HO M ero MpOBOASIIAsS CHUCTeMa M DHIOTEIUA
cocynoB [12]. M3BecTHO, YTO PUCK TMOPaXKEHUS Cep-
JIEIHO-COCYINCTOM CUCTEMbI BBIIIE MPU MHQPUIIMPOBA-
HUU BUpYCaMU, KOTOPbIe HOCSAT 0000IIIEHHOEe Ha3BaHMWE
«KapauOTpoITHbIe». K HUM OTHOCHUTCS TpyIma Tepriec-
BUPYCOB, aJeHOBUPYCHI, SHTEPOBUPYCHI, TApPBOBUPYC
yenmoBeka B19 m T.io. [13, 14]. HamGonpiieir xapmumo-
TPOITHOCTBIO 00JIaaI0T SHTEPOBUPYCHI, KOTOPHIE MOpa-
KaT Muokapa B 5—15% cnyyaes [12]. B nocienHue-
rofbl, OJ1aromapst TPUMEHEHUIO MOJIEKYJIIPHBIX METOIOB
OOHapyXeHUSI TeHETMYECKOTo MaTepuaja BO3OYIUTEIs
B KPOBHU M TKaHSIX OpraHu3Ma, HabIomaeTcs SMuaeMuo-
JIOTUYECKUI CIBUT OT MPEUMYIIECTBEHHOTO BBISIBJICHUS
SHTEPO- U aJICHOBUPYCOB B TKAaHW MMOKAap/a B CTOPOHY
BBISIBJICHUS TTapBoBUpYyca B19, Bupyca repmeca ueoBeka
6-ro THUTIa U BUpYyca muToMeranuu [15].

Ps1 pabot yka3bIBaeT, 4TO BUPYCHI TOPAXKAIOT pa3iny-
Hble KJIETKU-MUIIEHU B cepaiie. Tak, aleHO- M 9HTEPO-
BUPYCHI TPOITHBI K KapAMOMUOIIUTY, IPU 3TOM JUIS IPO-
HUKHOBEHMSI BHYTPb KJIETKA BUPYCHI ITOJIB3YIOTCS
crienududeckum  Kokcaku-aneHOBUPYCHBIM PELIENTO-
pom. IlapBoBupyc B19 B ocCHOBHOM MH(MULIMPYET IHI0-
TeIraNbHbIe KJIETKW MMOKap/Ia, BUPYC reprieca yejioBeKa
6A MOXET HaIpsSMYIO ITOpaXkaTh KapaAuOMUOLIMTHI, TOTIA
Kak BHUpYC Teprieca 4eyioBeka 6B MHGUIMpPYeT KIeTKU
SHAO0TEIU cocynos [16, 17].

OBb30Pbl JINTEPATYPbI

IMepcucTeHIIMS KapAUOTPOITHBIX BUPYCOB WJIKM Teue-
HUE MH@EKIIMOHHOIO MpOLEcca C BBICOKOU permka-
TUBHOIM aKTUBHOCTBHIO BUPYyca He BCeTAa U He y BCEX JIMIL
NpUBOAUT K TopaxeHuto cepaua [14]. CornacHo padote
R. Dennert u coant. [18] moutu 90% moneit B Teue-
HUE CBOEM KM3HU 3apakaloTcs] OJIHUM WJIM HECKOJIb-
KUMM KapaUOTPOITHBIMU BUPYCAMM, MPU ITOM TOJBKO
Yy HEMHOTHX pa3BUBAIOTCS KIMHUYECKHUE CUMITTOMBI
MmopaxkeHust cepana. M3 u3aoXeHHOTO CTAaHOBUTCS OYe-
BUIIHO, YTO, IOMUMO CaMOT0 BO30yIUTElIsI, Ha Pa3BUTHE
KapIUaJbHBIX OCJIOXHEHUI BIUSIOT COCTOSTHUE UMMYH-
HOM CUCTEMBI M Psii APYTUX (PaKTOPOB, CPear KOTOPBIX
reHeTUYecKas IpeapacioioXXeHHOCTh U BO3pacT 3ab0-
JIeBIIIero. 3aBUCUMOCTD XapaKTepa TeUeHUsI 3a00JIeBaHMS
OT BO3pacTa IMalKreHTa MOXHO TPOCIeANTh Ha TIpUMeEpe
MHOKapauTa. Y neTeil 3abojieBaHUME 4Yalle BCEero Ipo-
TeKaeT 0e3 BBIPAXKEHHBIX KapIUaJbHBIX CHUMIITOMOB,
OTCYTCTBME CBOEBPEMEHHON IUAarHOCTMKU W Tepanuu
MOXET MPUBOIUTH K (POPMUPOBAHUIO KaPAUOMUOITATHM.
B To Xe BpeMs TIepBbIM U €IWHCTBEHHBIM IPOSIBIIC-
HUEM MMOKApIWTa MOXKET ObITh BHe3aIlHasl cepledHast
cmepth [13]. Hdetn coctaBisioT Oojiee ySI3BUMYIO BO3-
PACTHYIO TPYIIITY MPU TeUYSHUU WHMEKINU, BBI3BAaHHOM
aZicHOBUPYCOM, TPOINHBIM K KapauomMuouurtam. [Ipu-
MepHO 75% mopaxeHMil cepiua Npu JaHHOM 3abole-
BaHUU TIPUXOANTCS Ha JETCKUI BO3PACT, B TO Xe BpeMs
Ha Bo3pacT 10 5 yer npuxoaurcs 35—40% ciaydyaeB Kap-
nuomMuornaTuii [12].

TeneTnyeckass  OCOOEHHOCTb  TPOTUBOBUPYCHOTO
pearupoBaHMs UMMYHHOM CUCTEMBI TaKKe BO MHOTOM
OIpeNiesIsieT XapakTep 1 TSKeCTh TeUeHUsT 3a00JIeBaHUsI.
D. Lassner u coaBt. [19] usyuunu posib nosnmopdusmMa
reHa XeMmMokuHoBoro peuentopa-5 (CCR5) B TsixecTu
TEYEHUS DHTEPOBUPYCHOM KapIMOMHUOIATHHU. XeMO-
KWHOBBIN PELIENITOP-5 3KCIPeCcCUPOBaH Ha TOBEPXHOCTU
AHTUTEHTIPE3EHTUPYIOIIMX W MMMYHHBIX 3¢ deKTop-
HbIX KileToK. Ero (pyHKImst B opraHn3Me HesiCHa, OTHAKO
M3BECTHO, UTO PELICTITOP UTPAET OOJIBIIIYIO POJIb B TEUCHHE
BocranuTeabHBIX peakiuii [20]. D. Lassner u coaBt. [19]
TaKKe BBIIBUJIM CTATUCTUYECKU 3HAYUMYIO KOPPEJISILIMIO
mexay reHoturiom CCR5del32 u crioHTaHHOI BUpPYCHOM
SJIMMUHALIMEN, COMPOBOXAAIONIEHCST Oojiee GIaronpusIT-
HBIM HCXOIOM Yy 3HTEPOBUPYC-TIO3UTUBHBIX MAIlUEHTOB
C BOCHAJIUTEIbHON KapAUOMUOTIATHEM.

HaunGonee mokaszaTeJIbHO poOJjib UMMYHHOW CHUCTEMBbI
B Pa3BUTUM M TPOTPECCUPOBAHUU KapAMaIbHON TaTo-
JIOTUM TIPOIEMOHCTPUPOBAHA Ha 3KCIePUMEHTATbHBIX
monensix Kokcakum B3 BupycHOro m MMO3MHMHIYLIUPO-
BaHHOTO MMOKapauTa y rpbisyHoB. B 2003 . J.W. Mason
M COaBT. [21] MpemIoXWIn BBIOCIATh B Pa3BUTUM MUO-
KapauTa Tpu (asbl, MO3BOJIAIONIME YBUICTh BCE TATO-
JIOTUYECKHE TMPOIECChl, TMPOUCXOIAIINE B MHUOKapIE,
KaK 1IeNb MOCJIeq0BaTeIbHBIX COObITHI. B cBOCli pabote
aBTOPBI TOMBITAIMCH OOOOIIUTh HAKOIUICHHBIE HA TOT
MOMEHT 3HAaHMS O TATOTEHETUYECKOM CBSI3M MUOKap-
JIATa W JWJIATALIMOHHON KapIMOMUONATUN U OTIPEIEIUTD
POJIb UMMYHHOIM CUCTEMBI B Pa3BUTUM JaHHBIX 3a00Jie-
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Xeeaii U.M. u coasém. Poib MMMYHHO# CHCTEMBI B Pa3BUTHH U TIPOTPECCUPOBAHNY BUPYCHOTO TIOBPEKAEHST MUOKAp/Ia

BaHuii [21]. TlepBast ¢aza BocnajieHUs] MMOKap/a Xapak-
Tepu3yeTcsi TPOHMKHOBEHUEM BUpYca B MUOLIUTHI. Bupyc
Koxkcaku ceporuna B 1 HeKoTopble aieHOBUPYChI UCITOJIb-
3YIOT OOIIMIA TpaHCMEMOpaHHbIM pelenTop (peuenTop
Bupyca Kokcaku u ageHoBupyca — KAP) mis uHTep-
HaJIM3allMuM BUPYCHOTO reHoma B MuouuT. [locne mpo-
HUKHOBEHMSI BUPYCOB OCTpPOE TOBPEXICHNWE MUOIIMTOB,
WHAYLIMPOBAHHOE  perUiMKalueil Bupyca, TPUBOAMUT
K HEKpO3y KJIETOK, 3KCIPECCUM BHYTPUKIIETOYHBIX aHTU-
TeHOB (Harpumep, KapauaJbHOrO MMO3MHA) U aKTUBALIUU
UMMYHHOM CUCTeMbI XO351MHa, KOTOPasl IIPOSIBJISIETCST BOC-
MaJIATETbHON KJIETOYHOW MH(MWIBTPALIMEN U CAEPKUBACT
rornajgaHue aToreHa B 3I0POBbIe KapauOMMUOLIUTHI. [lep-
Bas (ha3za MUOKapWTa 3aBEpIIacTCs DAMMUHALIMEN BUPY-
coB (TIpu aIcKBaTHOM UMMYHHOM OTBETE) WU MePEX0I0M
Bo BTOpyio. Bropas ¢daza mmokapmuta — dasza ayroum-
MYHHOTO TIOBPEXIEHMSI KapAMOMHUOLIMTOB pa3BUBAETCSI
MpU aKTUBALIMU ayTOUMMYHHOTO OTBETa B YCIIOBUSIX 3JIM-
MMHALIMU 9yXXepOIHOTO areHTa U3 opraHu3mMa. DTOT Ipo-
1IeCC peai3yeTcsl MOCPEICTBOM CJICAYIOIIMX MEXaHU3MOB:
1) akTuBalMK ayTOpeakKTUBHBIX T-KJIETOK B X0O/1€ HeKpo3a
KapIMOMMOIIMTOB; 2) TMOJUMKJIOHAIBHON aKTUBALUM JINM-
¢ouurTos; 3) akTuBauMu T-KJIETOK BCJIEICTBUE NEUCTBUS
psina (akTopoB, B TOM 4HUCJIe LIMTOKUHOB; 4) (heHoMeHa
MOJIeKyJIspHOil Mumukpuu [21, 22]. Ha posnb reHetnye-
CKUX (haKTOpPOB Cpeau BO3MOXHBIX TPUUYUH DPa3BUTUSI
ayTOMMMYHHBIX 3a00JIeBaHUI, a UMEHHO TToMMopdu3Ma
T€HOB, BOBJICUEHHBIX B PETYJISILIAI0 UMMYHHON CHUCTEMBI,
U BHELIHUX (paKTOPOB, CPEIM KOTOPBIX OOJbIIIOE 3HAYE-
HUE TIPUHAIJICKUT MH(PEKIIMOHHBIM areHTaM, YKa3blBalOT
M.D. Rosenblum u coaBr. [23]. TpeTbs ¢a3za xapakTepu3sy-
eTcs ImpoleccaMy peMoIe/IMpoBaHMsI MuoKapaa [21, 22].

B OosnbuminHCTBE CcyyaeB TeuyeHME MUOKapauTa
3aKaHYMBAETCS BBI3JTOPOBJIEHUEM, OIHAKO Y psia JIMIL
3a00JiIeBaHUE CIIOCOOHO TPOTPECCUpPOBATh, COIPO-
BOXJIAThCSl TATOJIOTUYECKUM PEMOJICTUPOBAHUEM MUO-
Kapia, KOTOpoe BKJIIOYAeT TUMNepTpoduio, TKaHEBOM
¢ubpo3, anonTo3 KapAMOMHUOLIMTOB U TUJIaTAlIMIO KaMep
cepAla CO CHUXEHHMEM COKPaTUTEJbHON CIIOCOOHOCTHU
muokapna [24]. [To mHeHuto S. Pankuweit u coast. [25],
Ha BOCMPUMMYMBOCTb K BUPYCHOI MH(MEKIUU, CTENEHb
BOCTIAJICHUSI M TIEPCUCTEHLMIO BUPYCHOW WMHGEKIIUU
BJIMSIIOT HE TOJIBKO IIITAMM BMpPYca, HO U BO3PacT U TOJI
rnmanueHTa.

Ponb T-kneTo4yHoro 3BeHa UMMYHUTEeTa B pa3BUTUnN
MuokapauTa

B wuccienoBaHusX Ha  JKMBOTHBIX  JIOKa3aHO,
YTO CEPALE 3M0POBOU B3POCION MBI CONEPXKUT JIEUKO-
LIMTHI BCEX OCHOBHBIX KJIACCOB, BKJIIOYasi MOHOHYKJIeap-
Hble (arouuthbl, HeWTpoduabl, B- u T-kinetkm [26].
[Tpu pazBuTHM BOCTIAJIUTEIbHBIX TTPOLIECCOB KOJIUYECTBO
MPUBJIEKAEMbIX B MUOKapP/1 KJIETOK MTPOTPECCUBHO PACTET.
Tak, TMCTOJOTMYECKM MMOKapJ MalUeHTOB C OCTPbIM
MUOKApIUTOM XapaKTepU3yeTcsl TEPBUYHON 0YaroBoi
KJIETOYHOW WHGUWIBTpauuein aumdonMramMmu, Jenko-
LUTaMUA, MOHOLIMTaMu U Makpodaramu [27]. Uccneno-

BaHUs Ha MBIIIMHBIX MOJIEJSAX IPOJEMOHCTPUPOBAIU
HWCKITIOYUTENIBHYIO POJIb UMMYHHOM CUCTEMBI, 8 UMEHHO
cyononynsiiun  CD4+  T-numdonnroB B pa3BUTUU
U TIporpeccupoBaHum 3abojieBaHusd [28].

Bnepsbie 3HaueHue T-KJIETOK B MaTOTeHE3e MUO-
kapauta npoaeMoHctpupoBanu J.F. Woodruff u coasrt.
B 19741 [29]. B mnocnenmywoiiyue rombl ydeHbIe IIpO-
BOJIMJIA DPSIZT MCCIIENOBAHUM C 1IEJAbIO TIOATBEPXKICHUS
yuyactusi T-KJIETOK B TaToreHe3e BUPYCHOIO MHUOKap-
IUTa U omnpeneieHus nontura T-1uM@OLMTOB, Urparo-
IIMX KJIIOYEBYIO POJIb B BOCHAJIUTEIHLHOM MOBPEXICHUN
muokapna. Tak, M.A. OmnaBckuii u coaBT. B 1999 1. [30]
MPOAEMOHCTPUPOBAIM  BKJIan cyornonymsuuit CD4+
n CD8+ T-knerok B pa3surue Kokcakm B3 BupycHOro
MuokapauTa y mbiiieid. C 1eblo u3ydeHus BKiaaa cyo-
nomnyiasaiuii T-KJIeTOK B BOCIPUMMYMBOCTb XO3SIMHA
K MUOKApIWTy, BbI3BaHHOMY cepoturioM B3 Bupyca
Kokcaku, ydeHble MCCIIEIOBAIN MBIIIEH, JTUIICHHBIX
CD4 (CD4—/-), nmoo CD8 (CD8—/—), 1ubo oboux
nonyJisaiuii Kietok (CD4—/—, CD8—/—) unu T-kieTou-
Hoit uenu Oera-peuentopa (TKP-6era—/—). ¥ mbleii
6e3 CD8—/— Habmonmangoch 0osiee TsKeI0e TedeHUe
3a00j1eBaHUS B cpaBHeHUU ¢ Mblmamu 6e3 CD4—/—.
OnHako ypajgeHue KieTok obOeux nonyisiuuii (CD4
n CD8) addexkTuBHEe 3alMINAIO MbIILIEH OT pa3BUTUS
muokapauTa [30].

B nocnenytoiiue rogasl HaydHbIe MCCIen0BaHMs ObLTN
HaripaBJIeHbl Ha oIlpejesieHne 3HaueHus T-xesrepoB
(Th) B matoreHe3e BuUpycHOro muokapauta. IlepBoHa-
YaJbHO KJIIOUEBasl poJib B BO3HUKHOBEHUU MUOKap-
nuta otnaBanachk 6amancy Thl-/Th2-mumdornuTos [31].
OnHako 1Mo Mepe pa3BUTHUSI UMMYHOJIOTUM, TIOCJE TMep-
BOTO OINMMCAHUS aHTUTeHA LUTOTOKCHYecKuX T-mmumdo-
uutoB 8-ro Tuna (CTLA-8), nmoz:xe neperMeHOBAaHHOTO
B uHTepJelikuH (IL)-17A, HaualoCh aKTUBHOE U3YyYEHUE
KJIETOK, TTPOAYLIMPYIOIIMX TaHHBIM LIMTOKUH [32, 33].

Ha mpoTsbkeHUMM HOJATOTO BpeMEHM WMMYHOJIOTH
MPUIACPXKUBAINCH  KOHLIEMIIUMA, COMJIACHO  KOTOPOI
kinetku CD4+ nuddepeHuupyrorest B ABa Ioakiacca —
T-xennepbl 1-ro tuna (Thl) u T-xennepsl 2-ro Tuna
(Th2). OngHako Mo Mepe HAKOIUIEHUSI HOBBIX JaHHBIX
CTaJio OYEBUIHO, YTO JaHHON KOHLENIIUU HeIOCTATOYHO
JUTSL OTTMCAHMST BCEX TMATOJIOTMYECKUX IPOILIECCOB, IPO-
ucxonsgmux B opraHusme. Mcropusi otkpweitusi Thl7-
ymMdonuToB HaumHaetcs ¢ 2003 ., korma S. Aggarwal
u coaBT. [34] B cBoeil paboTe ONpeaeNTuInd PelIalouIyio
pPOJIb HOBOTO Ha TOT MOMEHT IuToknHa — 1L-23 B akTH-
Bauuu T-kjeTok v npoaykuuu umu 1L-17.

B 2005 . L.E. Harrington u coaBt. [35] onyoanKoBaim
JaHHbIe, B KOTOPBIX OPOCUJIM BBI30B MapaaurMe OOIIero
MyTH pa3BuTUs T-XearnepoB, BBIIBUHYTYIO B 1986 T,
M TIPEUIOKIIT BBIICIUTS ellle oaHy cyoromysiunio CD4+
T-xnerok. Oror T-mumdormt, npoayuupyrommii 1L-17A
W psiT APYTUX HIUTOKUMHOB, Takux Kak IL-17F, IL-21, 1L-22,
1L-26 u xemoxkuHoBbIii aurana-20 (CCL20), 6el1 Ha3BaH
T-xenmepom-17, win Thl7. buonoruueckast poab Thl7-
JIMM(OLIMTOB U CUHTE3UPYEMBIX MU MPOBOCIIAIMTEIBHBIX
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LIMTOKMHOB 3aKJII0UaeTcsl B 3alllUTe OpraHu3Ma OT BHeE-
U BHYTPUKJIETOUHBIX OaKTepuaibHBIX TATOreHOB, BUPY-
coB 1 rprboB. CienyeT OTMETUTD, YTO TIPU OMpeAeIeHHBIX
YCJIOBUSIX MPOBOCIIAIUTEbHBIE MEXaHU3Mbl MOTYT CTaTh
M30BITOYHBIMU, TIPUBOIS K TTOBpEXAeHUIO TKaHel. Kpome
TOTO, MO3Xe ObLIO TToKa3aHo, 4To Th17-1mumdouTs! siBsi-
I0TCS KJIIOUEBBIMU KJIETKAMM, YUYacCTBYIOIIMMM B I1aTO-
reHese ayTOMMMYHHBIX 3a0osieBaHuii. WM3ydyeHa posb
Th17-mumdoMTOB B IMaTroreHe3e CUCTEMHON KpacHOM
BOJIYAHKM, PEBMATOMIHOTO apTpuTa, 3HIIehaToMUenTa,
caxapHoro auabera, GpOHXMAJIBHOM acTMbI U Ap. [36—38].
B 2010t J. Yuan m coaBt. [39] mpomeMoOHCTpUpO-
Basin posib Th17-1umMdo1MTOB B peruiMkaluuu BUPYCOB.
IMyrem nHbUIMpoBanus Mmbieit suHun BALB/c Kok-
caku BupycoMm B3 yuyeHble MOAENIMpoOBaIu Y XXKMBOTHBIX
3a00JiIeBaHUE, CXOTHOE C BUPYCHBIM MUOKAPIUTOM YeJI0-
Beka. Mopdosiornyecku B Cep/lie BbISIBISICH OYaroBbie
KJIETOYHbIE MH(WIBTPAThl, HEKPO3 U (PUOPO3 MUOKap/A.
B paGote ObI10 0OHAPYKEHO, YTO OJHOBPEMEHHO C YBe-
JIMYEHWEM PEIUTMKAIlMA BUpyca B OpraHu3Me yBEJIMYM-
BaJIOCh KOJIMYECTBO ceyie3eHOYHbIX Thl7-nmumMbouunTos,
a Takxke rosbiancs yposeHb MPHK 1L-17 B muokapue
n KoHueHTpauus [L-17 B cBIBOPOTKE KPOBH, YTO COIIPO-
BOXJAJIOCh MPOTrPecCMpOBaHMEM TIOBPEXICHUS TKa-
Heit. [locne wHeirpanuzauuu [L-17 myrem BBemeHUsI
AHTUTET K ILIMTOKWMHY BbIPAXXEHHOCTh MATOJIOTMYECKUX
U3MEHEHUIl B MMOKapJe yMeHbIlajlach, CHUXAJIUCh
Kak perviMkalius BUpyca, TaK U YPOBEHb IPOBOCIAJIN-
TEJbHBIX IMTOKMHOB — (paKTOpa HEKpOo3a OIyXoJiu aibda
(TNF-a) u IL-1b. DTu naHHble MO3BOJWIM aBTOpPaM
MPeroaoXuTh pojb Thl7-1um@ouuToB B peruimkanum
Kokcaku B3 Bupyca y mbllieit ¢ OCTpbIM MUOKApIUTOM,
WHAYUUPOBaHHBIM BupycoMm [39]. VkazaHHble naHHbIC
XOpOIIO COTIJIaCyIOTCSI C pe3yJibTaTaMU, TMOJyYeHHBIMU
Y. Xie u coaBt. [40], koTopsie B 2011 I. TakKe BBHISIBUIN
MOBBIIIEHUE YPOBHSI BUPYCHOM pEIIMKAIIMM, KOJIUYE-
crBa Thl7-muMdonnuToB B ceie3eHKE M YPOBHS IIPO-
BocnanuTebHoro IL-17A B CBIBOPOTKE KPOBU y MBbIIIEi
C TEKYILIMM MUOKapAUTOM, MHAYLUUPOBAHHBIM BUPYCOM.
YyeHbIMU OTMEUEHO, UYTO B OTBET Ha HEUTpan3aluio
IL-17 noBblIanuch TPOAYKLIMS WHTepdepoHa-raMma
1 aKTUBHOCTL Thl-kieTok, mpuBoas K 3PHeKTUBHOMY
KOHTPOJIIO 32 YPOBHEM BUPYCHOM perumkanuu [40].
Ponb nnTepdepoHa-ramMmma rpu MUOKapauTe JoKa3aHa
eme B 2005 . M. AdaHacbeBoii 1 coaBT. [41]. Y mbIei,
YTPaTUBIIUX CIIOCOOHOCTh CHUHTE3MpOBaTh WHTepde-
pOH-TaMMa WJIM PELENTOP K HeMY, MMOKApAUT MpoTeKal
TsDKeJIee, YeM y MbIlIeil KOHTPOoJIbHOM rpymibl. [ToMumo
nHTepdepoHa-ramMmma, CriocOOHOCTb OIrpaHUYMBATh BbIpa-
>KEHHOCTb BOcTajieHusi Obuia miposisiieHa u IL-10, ogHum
n3 uutokuHoB T-perynstopHbix (Treg) auMdbouUTOB.
BBeneHue kppicam reHeTUYECKO KOHCTPYKILIMU, KOIUPY-
toiieit [1L-10, mpenorBpaiiano pa3surue Muokapauta [42].
B nocnenyroniye roasl yueHble MPOBOAWIM Psill UCCIIe-
IIOBaHUI ISl ompeaesieHus1 poiu Treg-1nuMpOIUTOB,
6ananca Treg- u Thl7-numdonMToB B HOpME U TaTO-
jiornu. bblio mokaszaHo, yTo peryisitopHbie T-numdo-
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uThl npuHamiexar K cyornomnyasaiauu CD4 T-mumdbo-
LIMTOB M XapaKTepU3YIOTCs BKCIpeccueil OnomMapkepa
Foxp3 u CD25. ®ynkuusa Treg-mumM@OLNTOB cBs3aHa
¢ ToafepXXaHUEM TomeocTasa opraHusma. B mocnen-
HUE Tofbl MoKa3aHo, 4To Treg-1MM@OLUTbI MOAABISIOT
OOJIBLLIMHCTBO TIOMYJISIIIMI MMMYHHBIX KJIETOK, BKJTIOYast
JIMMQOIINTBI, pa3TWYHbIe TUITBI MakpodaroB, MEHIPUT-
Hbele KieTku u B-xietku [43]. MMMmyHocympeccuBHas
¢yskums Treg-1MMOOLIMTOB 3aBUCUT OT TTPOTUBOBOCTIA-
JIUTENbHBIX TUTOKUHOB I1L-10, IL-35 n TpanchopmMupyio-
mero (akropa pocra 6era (TGF-b). HapyiieHue B cuH-
Te3e U (YyHKIMOHUpPOBAHUU Treg-TMM@OIIMTOB MOXET
MPUBOJUTH K aHOMaJbHOMY MMMYHHOMY OTBETYy M pa3-
BUTUIO Pa3jIMuHOI marosnoruv. B nureparype mpencras-
JIEHBI CBelleHUus1 0 posin Treg-1MM@OIIMTOB B MaTtoreHese
Takux 3a0o0JieBaHUIi, KaK aTepOCKJIepO3, apTepuaibHast
TUTIEPTEH3USI, MIIEeMUYeCKUI WHCYJBT, Oosne3Hb Kapa-
caku, jeroyHas rumneprteHsus [9, 44]. B momenu skcme-
PYMEHTAJIBHOTO ayTOMMMYHHOTO MUOKapAuTa y MBbIIIEH
n Kpeic ynciio Treg-nmuMdponuToB 00paTHO KOpPpEeIrupo-
BaJIO C TSDKECThIO 3a0oJieBaHust. CylecTBYeT psii Mozesiei
BUPYCHOTO MMOKAapAUTa, KOTOPbIE TTPOAEMOHCTPUPOBAIN
3aIUTHYIO POJib Treg-TuMGOLUTOB B TEUEHUY MHIYLIUPO-
BaHHOTO BMpycaMu MUOKapauTa y Mbleit [45].

OpHako B JMTepaType MMEIOTCS M ITPOTUBOTIONOX-
HbIe JaHHbIe, IEMOHCTPUPYIOIINE CIIOCOOHOCTh Treg-
numdonuToB ycuiaubath BocrnasieHue npu Kokcaku B3
BUpPYCHOM Muokapaute [24]. Tak, B CBoeM 3KCITEpUMEHTe
X. Yuan u coaBrt. [39] 0OHapyKMIN, 4TO TIPU SKCIIEPUMEH -
tanrbHOM Kokcaku B3 BUpycCHOM MUOKapauTe y MbIILIei
OJIHOBPEMEHHO  YBEJIMYMBAJIOCh  conuepxaHue Treg-
u Th17-nuMbOUUTOB U CUHTE3UPYEMbIX UMY LIUTOKWUHOB.
Hetitpanuzauust 1L-17 mpuBoawia K CHMXXEHUIO 4YKcCiia
Treg-nuMmdounTOB, B TO BpeMsl KaK o0Iee KOJIUYeCTBO
T-nmumdo1uToB Bo3pacTao, 4TO COMPOBOXKAATOCH IMOAAB-
JICHMEM periMKaluuu Bupyca. TakuM oOpa3oMm, uccie-
JIOBaHME TOKa3aJl0 CMOCOOHOCTh BMpYyca WHAYLHWPOBATh
paHHUII MMMYHOCYIIPECCUBHBII OTBET 3a CUYET ObICTPOW
U YCTOMYMBOW aKTUBALMM MMMYHOCYIpeccuBHbIX Foxp3
Treg-numbountoB. Y3 npuBeneHHbIX aBTOPaMU JaHHBIX
cJienyeT, 4To OajgaHC MEeXIy UMMYHHOCYITPECCUBHBIM /I~
crBueM Treg-1MMOOLIMTOB M TTPOBOCHAIUTEILHBIM JICH-
crBueM Thl7-muMbounUTOB SIBISETCS KIIOYEBBIM (hak-
TOPOM B HOPMaJbHOM MMMYHHOM OTBETE€ OpraHMU3Ma,
a nucbaniaHc B 3TOM cucTeMe MPUBOIUT K Pa3BUTHIO BOC-
MaJITEIbHBIX M ayTOUMMYHHBIX 3a0051eBaHMit [40].

Ponb T-kneTo4yHoro seeHa UMMYHUTETa
B NporpeccupoBaHnuun noBpexaeHnsa MmmokKapaa

B nerckoit momynanuu TedyeHre Muokapauta B 46%
c/lydaeB TPUBOJIUT K Pa3BUTHUIO Kapauomuoriatuu [24].
Ha aunaranvoHHyl0 KapaIuOMUOIIATHIO, Pa3BUBIIYIOCS
BCJIE/ICTBME TICPEHECEHHOTO MMOKAPAWTA, TPUXOIUTCS
npumepHo 50% Bcex TpaHCIUIaHTaUui cepaua [46]. Yua-
CTHe UMMYHHOI CHUCTEMBI B pa3BUTUH 3TOTrO 3a0o0jeBa-
HUST JOKa3bIBaeTCsd MyOJUKALUSIMU, OIMKMCHIBAIOIIUMU
MOBBILIICHWE YPOBHSI ayTOAHTUTE], PEarupylolInux IMpo-
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Xeeaii U.M. u coasém. Poib MMMYHHO# CHCTEMBI B Pa3BUTHH U TIPOTPECCUPOBAHNY BUPYCHOTO TIOBPEKAEHST MUOKAp/Ia

TUB BHYTPUKJIETOYHBIX aHTUTEHOB Ccepilla Y MalreHTOB
¢ auiaTauMoHHOM Kapauomuornarueit [47]. CyiiecTByoT
UCCleoBaHus, noKa3biBatolue poib IL-17A nipu xpo-
HUYECKOM ayTOMMMYHHOM MMWOKapIWUTe W JWIaTalliOH-
Hoit Kapauomuonatuu y Mbiteid. B 2010 r. G. Baldeviano
u coaBT. [48] mokazanu, uro IL-17A-nedumTHbIC MbIIITN
ObUIM 3alllMIIEHBl OT PEMOACIMPOBAHUSI Cep/lia, BO3-
HUKAIOIIETO BCJIEACTBME OCTPOrO MUOKApAuUTa, U y HUX
HEe pa3BUBaJlach JWJIaTallMOHHAs KapAUOMUOIIATHSI.
Cnyctsa 8 et S. Bansal u coanrt. [49] oOHapyXuiau poib
Treg-1uMdOLIMTOB B MPOTrpecCMpOBaHUM PEMOIEIUPO-
BaHUs cepAla TPU MIIEMUYECKON KapaAuOMUOITATHM.
B skcnieprMeHTe yueHbIe BBI3BIBAIN Y MbILIEH MHMaPKT
MMOKap/a U CepeYHY0 HEeOCTaTOUHOCTh ITyTeM JIMTU-
pOBaHUsI KOpOHApHOW apTrepuu. bBbIIO  BBISIBICHO,
YTO WIIeMUYeCKass KapIMOMMOIATHSI Y MBIIIEei BBI3bI-
BaeT MPUBJEYCHUE B Oyar MOBPEXIECHUS U aKTUBHYIO
npoaudepauuio Treg-mMM@OUUTOB ¢ MPOBOCHATUTEb-
HOW M HEIO0CTaTOYHOW MMMYHOCYIIPECCUBHON aKTUBHO-
cTbio. Otu Treg-muMGOUUThI ¢ HapyIIEHHON (yHKIIMEH
CIOCOOCTBOBAJIM PEMOMIEIUPOBAHUIO CepAla, MPUBOJIS
K rurieprpodun, GpuOpo3y M HEOBACKYJSIPU3ALUU TKa-
Heit. Takum 00pa3oM, aBTOPbBI JAeNaOT BBIBOJI, YTO JTHUC-
dynkuus Treg-muMGOLUMTOB MOXET JieXXaTb B OCHOBE
MOCTOSIHHOTO M XPOHMYECKOTO BOCTIAJIEHUs, HabItonae-
MOTO MPU CePIACYHON HETOCTaTOUHOCTH [49].
BonblIMHCTBO MpeACTaBIeHHBIX B IUTEPAType UCCiIe-
JIOBaHUII MMOKapAUTa U JTUJaTallMOHHON KapauoMuoIia-
TUM TIPOBOJMJIMCH Ha MOJIENISIX TPbI3yHOB. OHOM 13 pador,
MPOBEACHHBIX Y YeJIoBeKa, SBJSIETCS HWCCeI0BaHuE,
onyosmkoBanHoe B 2014 1. H.I1. Canunoii u coasnrt. [50].
YueHble U3yvyaii 0COOEHHOCTH LIMTOKUHOBOTO TTPOGUIIS
y OOJIbHBIX € MH(MEKIMOHHO-UMMYHHBIM MUOKAPIUTOM
U MMOCTMUOKAPIUTUUECKUM KapIMOCKIepOo30M. ABTOpamu
OBLIO BBISIBJICHO TTOUTH CEMUKPATHOE YBEJIMUCHUE YPOBHSI
IL-17A, IL-8 wu rpaHysouutrapHo-mMakpodaraibHOro
KOJIOHUECTUMYJIMPYIOIIETO (pakTopa y OONBHBIX ¢ MH(PEK-
IIMOHHO-UMMYHHBIM MUOKapAUTOM. KX KOHILIEHTpamust
B CBIBOPOTKE KPOBHU MpEBbIIIaja HOPMY BO 2-10 HEIENto,
K KOHI1y 1-ro Mecsiiia 1 Ha 2-M Mmecsitie 3a0osieBaHust. KoH-
neHTpaun Th17-UMTOKMHOB OKa3alvCh 3HAYUTEJbHO
TTOBBIIIIEHHBIMA U Y GOJIbHBIX ¢ TTOCTMUOKAPAUTUIECKIM
kapauockiaepo3oM. Poab  Thl7-numdonuroB B T1po-
IPECCUPOBAHUM IaTOJIOTUM CEPILA AABHO MCCIICLYETCS
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TOYHO M3ydeHHas o0iacTb. B TO ke BpeMsl O4eBUIHO,
4TO MMMYHHAasI CMCTeMa WIpPaeT BaxKHYIO pPOJIb B BO3-
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OBb30Pbl JINTEPATYPbI

KemuHokaMeHHAas1 00J1€3Hb Y ieTeil 1 KOMOPOMIHOCTD

C.10. Mamanaesa

®re0y BO «KybaHckuii rocyaapcTBeHHbI MeauuuHCeKmia yHuBepceuTteT» Muusapaea Poccumn, KpacHopap, Poccus
Gallstone disease in children and comorbiditi

S. Yu. Matalayeva

Kuban State Medical University, Krasnodar, Russia

[IpuBesensI coBpeMeHHbIE CBeEHNS 0 KOMOPOUIHBIX 3200JI€BAHMAX PH JKETIHOKAMEHHOIi 00J1€3HU KK Y B3POCJIbIX, TAK H Y eTeil.
Onucana ux naToreHeTUYecKasi B3aMMOCBS3b ¢ ()OPMHPOBAHHEM JKENYHBIX Kamueil. OcBeleHbl BOMPOCHI MPUYHHHO-3HAYNMBIX
(hakTopoB pa3BUTHS KAK JKeTYHOKAMEHHOI 00Je3HH, TAK H CONMYTCTBYIOMNX €ii KOMOPOMIHBIX COCTOSIHMIL. YKa3aHO HAa 0OLIHOCTH
00MeHHbIX HApYLIeHHil PH X0JIeIUTHA3e U MeTab0IMYecKoM cunapome. Onncanbl MexaHU3Mbl (OPMHUPOBAHUSA He TOJIbLKO X0JecTe-
PHMHOBBIX, HO M IUTMEHTHBIX JKEJTYHBIX KaMHel. YKa3aHO HA BO3MOXKHOCTb (hopMupoBaHus nocjieqHnX Ha (oHe KaK cOMATHYECKHUX,
TaK H HH(EKIMOHHBIX 00e3Heii. [IokazaHa posb JTeKapCTBEHHBIX CPpeICTB NPU (hOPMUPOBAHMH KETIHBIX KOHKPeMeHTOB. O00CHO-
BAHA HEOOXOAUMOCTDH MHIMBUYAIBHOTO MOAX0/1A M Pa3pad0OTKH NepcoOHN(UIMPOBAHHBIX METOI0B NPOMUIAKTHKY H JIeYeHHs XoJ1e-
JINTHA32 B IETCKOM BO3pacTe.

Karoueevte caosa: demu, yceaunokamennas 601e3Hb, MemaboAuHecKuil CUHOPOM, OJcUpeHue, KOMOpOUOHOCMb.

Ansa umtupoBanus: Maranaesa C.10. XXenyHokameHHasi 60/1€3Hb y AeTel n komopbuaHocTs. Poc BecTH nepuHaron v negmatp 2021; 66:(3):
34-39. DOI: 10.21508/1027-4065-2021-66—-3-34-39

The article provides current information on comorbid diseases in both adults and children with cholelithiasis. It describes their patho-
genetic relationship with the formation of gallstones. The authors highlight the causal factors in the development of both gallstone
disease and accompanying comorbid conditions. They demonstrate the generality of metabolic disorders in cholelithiasis and meta-
bolic syndrome. The article describes the mechanisms of formation of both cholesterol and pigmented gallstones, which can be formed
against the background of both somatic and infectious diseases. The article shows the role of drugs in the formation of gallstones.
The authors substantiate the necessity of an individual approach and the development of personalized methods of prevention and

treatment of cholelithiasis in children.

Key words: children, gallstone disease, metabolic syndrome, obesity, comorbidity.
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}KzanOKaMeHHaﬂ 00JIe3Hb y JHeTeil — Hacjed-
TBEHHO JEeTePMUHUPOBAHHAsE OOJIC3Hb TEYCHU
U XKETYHBIX IyTell, B OCHOBE KOTOPON JIEXKUT Hapylle-
HUE TIPOLIECCOB XeIUue00pa3oBaHUs 1 KeJTIeBbIIeTCHUS.
3abosieBaHME COMPOBOXIAETCS XPOHUYECKUM acerl-
TUYECKUM BOCIAJICHUEM B CTEHKE JKEJYHOTO ITy3BIpS,
HMCXOIOM KOTOPOTO CJIYXaT €ro CKJIepOo3 W TUCTPOdus.
I[lo manHbIM 24-ro BceMmpHOTO KOHIpecca TacTpo-
SHTEPOJIOTOB, KEIYHOKaAMeHHasi 00JIe3Hb BCTpEYaeTCsI
y 10—20% B3pocioro HaceJleH!s TUTaHETHI [1], B 1eTCKOM
BO3pacTe YacToTa BBISBJICHUS €€ 3HAUUTEIbHO HIXKE,
1o pa3HbIM JaHHBIM BapbupyeT ot 0,13 mo 0,22% [2].
[MoBcemecTHO HaOMOAACTCS TEHACHIMS K YBEJIUYEHUIO
pacrpoCTpaHEHHOCTH XOJIeJIUTHa3a KakK Yy B3POCIHbIX,
Tak u 'y aereir. Tak, B Poccun exeronHast oOpaiiaeMocTb
10 TIOBONY JKEJIYHOKAMEHHOW OOJIe3HU COCTaBIISIET
okoJio 1 MutH Jironeit u pu aToM coBepiaercss 500 Thic.
xojeuuctakromuit  [3]. Ilo pesyabraram TOCAEIHUX
WCCIeIOBaHUM, >XKeIYHOKAMeHHass OO0JIe3Hb 3aHMMaeT
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3-¢ MeCTO IO PacIpoCTPaHEHHOCTH TTOCIIe 3a00JieBaHUI
CepACUYHO-COCYIUCTOMN U SHIOKPUHHOM cucteM [4].

CoriacHO JaHHBIM KOMIBIOTEPHOTO MOHMTOPUHTA
IHUCTIaHCepU3alluu JIeTCKOTro HacelieHus Poccuiickoit
Denepanny 3a00eBaHUs TTUIIEBAPUTEILHOM CUCTEMBI
HaXomsTCsI Ha 2-M MecTe, B UX CTPYKType OO0Je3HU
SKEJTIHOTO ITy3BIPST M KEJTYEBBIBOASIIMX IyTE 3aHU-
MaloT OAHY M3 JIMAMPYIOLIUX MO3UIUIA Tociie 3a00J1e-
BaHWI1 TMIIEBOAA, KEJIyIKa WM JIBEHAILaTHIIEPCTHOM
kumku. OOpalraeT BHUMaHKUE, YTO 10 oT4yeTaM MUHM-
CTepCTBA 3IpaBOOXpaHeHUsI, Ha (hOHE CHIKEHUS OOIIei
3a00JIeBa€MOCTH JETCKOro HacejgeHust ¢ 183 4994
o 174 694,0 na 100 000 mereit HaGIIOMaeTCS TPUPOCT
KOJIMYEeCTBA CJy4acB BIIEPBBIC BBISIBJICHHBIX 3a00Je-
BaHWI1 BHIOKPUHHOW CUCTEMBI, B TOM YHCJIe Hapylle-
HU nmuTaHusl U oOMeHa BemecTB ¢ 1513,2 mo 1528,0
Ha 100 000 nerckoro HaceneHus (2014 . u 2018 . cooT-
BETCTBEHHO) [5].

C poctoM 3a0071€BacMOCTH HaceJIeHUs B TIOBCEIHEB-
HOI KJIMHUYECKON MpaKTHKe Bpayu BCe Yallle CTaTK1Ba-
10TCA ¢ TIPOOIEeMOIT KOMOPOMIHOCTH; 3TO OOYCIOBIMBACT
HEoOXOIMMOCTh 0oJjiee JeTaJibHOTO aHajav3a IPUYUH
BO3HUKHOBEHMSI 3a00J1eBaHUsI U M0a00p 3G GHEKTUBHOTO
JledeHnsl. MennKaMeHTO3Hasl Teparnust KOMOPOMIHBIX
3a00JIeBaHMUI 3a4acTyl0 TPUBOIMT K ITOJMITparMasuu,

POCCUVICKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2021; 66:(3)

34

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)



YTO BJIEYET POCT MaTepUalbHBIX 3aTpaT TalMEeHTOB
1 YMEHbIIIEHUIO UX TIPUBEPXKEHHOCTH K JIEYCHUIO.

IToa kKoMOpOUAHOCTBIO (OT JATUHCKOTO «CO» BMECTE,
«morbus» — 00JIe3Hb, T.€. «COOO0JIE3HEHHOCTb») TMMOHU-
MaloT COYeTaHUE JIBYX WJIM HECKOJBKUX CaMOCTOSTEb-
HBIX 3a00JIeBaHMI JTMOO CHHAPOMOB, KOTAa HU OIWH
13 HUX He SIBIIIETCS OCJIOXHEHUEM APYroro, Mpu yclio-
BMH, YTO YaCTOTA TOTO COUYETAHUS MPEBHIIIACT BEPOSIT-
HOCTb CJIydJaitHoro coBmageHus [6]. JlaHHBIA TepMUH
BIIEPBbIE MPEUTOXKIII U IIUPOKO CTaJl IPUMEHSTH B CBOCH
MpakTUKe aMEepPUKAHCKUI Bpad, MCCIIeAOBaTEIb U DITU-
nemuosior A.R. Feinstein B 1970 1., KoTopblii, aHaIM3U-
pys cCOMaTUYECKUX OOJIBHBIX C OCTPOM peBMATUYECKOM
JINXOPAIKOM, OOHApYXXWJI, YTO Yy MAIllMEHTOB C COIMYyT-
CTBYIOILIEH MATOJIOTUEN MPOTHO3 TeUeHUsT 00JIE3HU XyXKe.
JlaHHoii paboTe TIpeaIIecTBOBAIO IIepBOE YIOMUHA-
HHUE O TpoOJieMe MHOXKECTBEHHBIX 00JIe3Hel (paHIry3-
ckum Bpayom C.J. Bouchard B 1870 1., KOTOpBIit OTMETUII
CKJIOHHOCTb MallMEHTOB ¢ OOJIE3HSIMU CYCTaBOB (apTPUT,
rojarpa, peBMaTu3M) MMETh OTHOBPEMEHHO W JIpyrue
3a00JIeBaHUS: CaxapHBI TUa0eT, OXWpPEHUE, MUTPEHbD,
paHHUI aTepOCKIIEPO3, KaMHM KEJIYHOTO U MOYEBOTO
y3bIpst, nepMaTo3bl 1 Ap. [To3nHee HEMEUKUIA TTeauaTp
M.V. Pfaundler B 1921 r. nmpemioxXua Ha3bIBaTh coyeTa-
HUE ABYX O0JIe3HEM CUHTPOITHEIH.

H.C. Kraemer [7] u M. Van den Akker [8] yrounuiu
MTOHATHE KOMOPOUTHOCTH, OIpPEAESUB e¢ KaK CoOYeTaHHe
V OIHOTO GOJILHOTO OIHOTO MJIW IByX XPOHUUECKUX 3a00-
JIEBaHMI. DTH K& aBTOPHI TPEUTOXKUIN TIEPBYIO KIacCH-
(pukarmo KOMOPOUIHOCTH, BBIIEIISISI IPUIMHHYIO KOMOP-
OUIHOCTL (MOpaXkeHWe pPa3IMYHBIX OPraHOB U CHUCTEM
eIMHBIM TIATOJIOTMYECKUM areHTOM), OCJIOXHEHHYIO
(oTHmasieHHbIN pe3yJibTaT JeHCTBUSI OCHOBHOTO 3a00JieBa-
HMS HA OPTaHbI-MUIIEHW), ITPOTEHHYIO (Pe3yJIbTaT MEI-
KaMEHTO3HOTO JCHCTBYSI) U HEYyTOUHEHHY1O |7, §8].

B 3apybexxHoil nuTepatype MOXHO BCTPETUTH Tep-
MMHBI «TTOJIMMOPOUIHOCTE» U «MYJBTUMOPOUITHOCTD»,
B OTEUECTBEHHOM >Xe dYallle WCIOJIb3YIOT TaKhe CUHO-
HUMBI, KaK TTOJIUTIATHS, MyJIbTU(haKTOPHBIE 3a00JIeBaHUS,
cobosiesHeHHOCTh. [loa moaumnaTueit moHUMaT 6oJIe3-
HEHHOE COCTOSTHME OpraHu3Ma 4YeJIOBeKa, BBbI3BAHHOE
MHOXECTBOM MaTOJIOTMYECKUX MPOIIECCOB (MaTopu3no-
JIOTUYECKHE Y TTATOMOP(MOJIOTUYECKIE), UX TIPOSIBIICHUS,
OCJIOXKHEHMSI, TTOCIEICTBUSI, KOTOpble KBAIM(MUIIUPY-
I0TCA KaK HO30JIOTMYECKUE eAMHUIIbI, CUHAPOMBI, KITU-
HUYECKMe TIPU3HAKU U cuMnTombl [9]. TepMuHbI «coue-
TaHHbIE TIATOJIOTUM» M «COYETaHHBIE 3a00JIeBaHUSI»
HCTIOJB3YIOTCS 3HAUUTEILHO Peke U TaK Xe, KaK KOMOp-
OUIHOCTh Y MYJBTUMOPOUIHOCTh, HE MMEIOT €IWHOTO
onpeneneHus. CoueTaHHast MATOJOTUST — 3TO PaCIIMpPEH-
Hag TPyIIa, BKIIOYAOIIash MaToJ0TnYecKre N3MeHEHUS
JII000TO paHTa B pa3IMYHBIX CHUCTEMax M OpraHax, BO3-
HUKaIIMe KaK Mpu OAHOM (CHUCTeMHOM) 3a00JIeBaHUM,
TakK M TPU HECKOJIbKUX B3aMMOCBSI3aHHBIX WJIM HEB3au-
MOCBSI3aHHBIX MEXKIY COOOI.

Yare Bcero B MPaKTHUYECKON AESATEIBHOCTA TIOHS-
TUS KOMOPOUIHOCTb M MYJBTMMOPOUIHOCTh KIIMHU-
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LIUCTBI MCTIOJNB3YIOT KaK CMHOHUMBI, OJHAKO WMEIOTCS
pazauuusi. JIpyrue aBTOpPBI TIPOTHMBOIIOCTABJISIIOT 3TH
noHsaTusg. KoMOpOUIHOCTD ONpenessieTcss HaludueM
€MHOT0 IMaTOreHeTUYECKOTO 3BeHa, KOTOpPOE CBSI3bI-
BaeT HECKOJIbKO 3a00JIeBaHUI, a MOJIU-/MYyJIBTUMOPON/I-
HOCTh — KaK HaJliduMe MHOXECTBEHHBIX 3a00JIeBaHUIA,
cKopee, He CBs3aHHBIX Mexmay coboit [10]. Hecmorps
Ha MHOXECTBO NYyOJIMKAUMii B 3apyOeskHOH M OTede-
CTBEHHOI1 JIUTepaType aBTOpaM He BCerna yaaeTcs Bbie-
JIMTH TIEPBOIPUYMHHOE 3a0ojieBaHME, KOTOpoe OyaeT
CIOCOOCTBOBATh Pa3BUTHIO APYTOTO.

JInst OLEHKM COBOKYITHOCTM CHHIPOMOB, OIpeie-
JITIOIINX TSDKECTh COCTOSTHUSI TIAallMeHTa, W TPOTHO3M-
pOBaHUs TeueHMsT 3a00JIeBaHMSI MCIIOJB3YIOTCS IIKAJbI
koMopouaHoctu. Cucrema CIRS (Cumulative Illness
Rating Scale), pazpa6orannas B 1968 . B.S. Linn, mgama
BO3MOXHOCTh BpayaM OLIEHUBATh KOJMYECTBO U TSIKECTh
XPOHUYECKUX 3a00JIeBaHUII B CTPYKTYpe KOMOPOUI-
HOTO cTaTyca MX MallMeHTOB. DTa IIKaja IMoapasyMe-
BaeT CyMMapHYIO OLIEHKY COCTOSTHUSI KaXKIOM U3 CUCTEM
opraHoB: ( COOTBETCTBYeT OTCYTCTBHMIO 3a0oJjieBa-
HUI BBIOPAHHOW CHUCTeMBbI, | — JIETKUM OTKJIOHEHUSIM
OT HOPMBI WJIM TIEPEHECEHHBIM B MPOLLIOM 3a0oJieBa-
HUSIM, 2 — O0JIE3HM, HYKAAIOIIecsT B Ha3HAYSHUW MEI1 -
KaMEHTO3HO# Tepanuu, 3 — 3a00JieBaHUIO, CTaBIIEMY
MPUYMHON WHBATUAHOCTH, a 4 — TSDKEJIONM OpraHHOM
HENOCTaTOYHOCTH, TpeOyrollel MPOBeAeHUSI HEOTJIOX-
Hoit tepanuu. Cucrema CIRS ornieHuBaeT KoMopOui-
HOCTh TI0 CyMMe OaJlJIoB, KOTOpasi MOXKET BapbUpOBaTh
ot 0 10 56. [To MHeHUIO pa3pabOTYNKOB, MAKCUMAaJIbHbIE
pe3yJibTaThl He COBMECTUMBI C KM3HbIO O0ibHBIX [11].
Oty mkany CIRS-G (Cumulative Illness Rating Scale
for Geriatrics) B 1991 r. ycosepmeHncrBoBain M.D. Miller,
J00aBUB yyeT Bo3pacTa OOJIbHBIX M OCOOEHHOCTEM Teue-
HUsT 3200JIeBaHUS Y TIOKUJIBIX ITAIIUEHTOB.

IIpaktnuecku omHoBpemMeHHO ¢ B.S. Linn B 1973 .
rpynmoi yueHbIx Obu1 co3naH uHaekce Kaplan—Feinstein,
1Mo pe3yJibTaTaM OIpeAe/icHUsT KOTOPOTrO CTald yYUThI-
BaTh BJIMSIHUE COITYTCTBYIOIIEH IMATOJOTUM Ha TISITUJIET-
HIOIO BBDKMBAEMOCTb OOJBHBIX C CaXapHbIM IUabeTOM
2-to tuma. CorjlacHO JaHHOMY MHIEKCY OIleHKa KOMOp-
OUIHOCTM TPOBOAUTCS TIPM BCEX 3a00JIEBAHUSIX U WX
OCJIOXXHEHUSIX. B 3aBUCMMOCTHU OT BBIPaXKEHHOCTH OpraH-
HBIX TTOpAXXEHWI M3MEHEHUSI KI1acCU(UILIMPYIOTCS Ha JieT-
kue — 1, cpennue — 2 u Tskenbie — 3. [IpeumyiiecTBo
nnaekca Kaplan—Feinstein nepen cucremoit CIRS 3akiio-
YyaeTcss B BO3MOXKXHOCTHM HE3aBUCUMOTO aHali3a 3JI0Kave-
CTBEHHBIX HOBOOOpa30BaHWIi 1 UX TsokecTh. HemoctaTok
JAHHOTO METOoJa OTpeAeIeHUSI KOMOPOMIHOCTH 3aKJTI0va-
eTcsl B 0000IIEHHOCTH HO30JIOTHUI M OTCYTCTBUM B IIIKAJIe
OONBIIMHCTBA  3a00JICBaHUiI, KOTOPHIE OTMEUAIOTCS
B rpacde «pa3HOe», YTO BJIEYET 3a COOOI CHIXKEHUE 00b-
€KTUBHOCTHU M PE3YJIBTATUBHOCTH.

B 1987 . M.E. Charlson njis1 OolleHKM OTHAJI€HHOTO
MPOTrHO3a KOMOPOMIHBIX OOJBHBIX pa3paboTan MHICKC
Charlson. Ilocnegnuii mpeacraBisier co0oil Oa/UILHYIO
cuctemy oueHkH ot 0 mo 40 M MCIIONB3yeTcs I TIPO-
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rHO3a JIeTalbHOCTU. [Ipy ero pacueTe CyMMUPYIOTCS
GaJlJTbl, COOTBETCTBYIOLIVE COIMYTCTBYIOIINM 3a00JieBa-
HUSM, a Takke moOasiseTrcs 1 6amun Ha Kaxnble 10 jet
SKU3HUA TIPU TIPEBBIIICHUN MAallEeHTOM COPOKAJETHETO
Bo3pacrta (T.e. 50 et — 1 6a, 60 jeT — 2 6ania u T.1.).
OtnanuurenbHas ocobeHHocTh MHAeKca Charlson 3akito-
YaeTcsl B BO3MOXHOCTM OIICHKM BO3pacTa TalMeHTa
U OTpeNIeJICHUN CMEPTHOCTHU OOJTbHBIX, KOTOPasi B OTCYT-
CTBUE KOMOPOMIHOCTU cocTaBisieT 12%, nipu 1—2 Gan-
nax — 26%; npu 3—4 Gamutax — 52%, a npu cymMme 0oJiee
5 6amoB — 85%. DTOT crocob OLEHKM UMEET U Hel0-
CTaTKM: TPU pacuyeTe KOMOPOMIHOCTU HE YUYMTHIBAETCS
TSKECTh MHOTHMX 3a00JIeBaHU, a TaKXKe sl TPOTHOCTH -
YeCKM BaXKHBIX 3a00JIeBaHUIA.

Jns OlEHKM JUIMTEJIbHOCTH areObIBaHUS Tallk-
€HTa Ha CTAallMOHAPHOM JICYEHUM M PUCKA MTOBTOPHOM
TOCTIUTAIN3ALNU TTOCIe XUPYPrUIecKOro BMeNIaTesIhb-
ctBa ucnoab3ytoT uHaekc ICED (Index of Co-Existent
Disease), kotopsiit S. Greenfield pazpadoran B 1993 .
JUIST OLIEHKM KOMOPOWIHOCTM y OOJBHBIX CO 3JI0-
KayeCTBEHHBIMM HOBOOOpa3zoBaHuUsMM. [l pacdera
koMmopOounHoctu 1mkaina [ICED mnpennaraer oueHu-
BaTh COCTOSIHME TAIIMEHTa OTHCIbHO IO ABYM KOM-
IMOHEHTaM: (DU3NOJIOTUIECKUM U (YHKIMOHATbHBIM
xapaktepuctukaMm. [lepBbIii KOMITOHEHT BKJIIOYAET
19 comyTcTByloIMX 3a0boJieBaHUI, Kaxkaoe U3 KOTO-
pbIX OolieHUBaeTcs 1o 4-0a/uibHOI mikane, rae 0 — 370
oTcyTCcTBUE Oojie3Hu, a 3 — ee Tskenas opma. Bro-
POl KOMITIOHEHT OLIEHWBAET BJIMSIHUE COIYTCTBYIOIINUX
3a00J1eBaHUIl Ha (DU3MYECKOE COCTOSTHHME TTallueHTa.
OH omnpenensier 11 dpusnueckux GyHKumii mo 3-0aaib-
Hoi#t mikaine, rae 0 — aTo HOopMajibHasE PyHKUMS, a 2 —
HEBO3MOXHOCTh ee¢ ocymecTBienus [11]. Kpome Toro,
JUIST OLEHKU KOMOPOWIHOCTU WCHOJB3YIOTCS WHIEKC
GIC (Geriatric Index of Comorbidity), pazpaboTaHHbIi
B 2002 ., unnexc FCI (Functional Comorbidity Index),
cosznanHbiii B 2005 ., u unaexkc TIBI (Total Illness Bur-
den Index) — B 2007 . [11].

Hecmotpsi Ha paszHooOpasue METOJOB OLEHKHU
KOMOPOUIHOCTH TTepe] KIMHULIMCTAMU BCTAET Psil Hepe-
IIEHHBIX 3314

— OTCYTCTBUE €AMHOr0 OOLLENPUHSITOTO crocoda
U3MepeHNsT KOMOPOWAHOCTM W EIWHBIX IPOTOKOJIOB
(cTaHmapToB) BeleHUS OOJBHBIX C COYETAHHOW IaTo-
JIoruei, Tpedyrolmx 0oJjiee TIy00KMX U Pa3HOCTOPOHHUX
3HAHWI;

— OTCYTCTBUE KJIMHUYECKUX PEKOMEHAAINIA TT0 Bee-
HUIO KOMOPOUIHBIX OOJBHBIX — HE TOJIBKO B3POCIHbIX,
HO U JIETEM;

— oTcyTcTBUE enuHoi pyopudukaunu no MKb-10,
KOTOpasi MO3BOoJisIa ObI TTPaBUJIBLHO JICYUTh U BBICTpau-
BaTh NMPUYMHHO-3HAYMMbBIEC CBSI3M, COIJIACHO KOTOPBIM
Ha3HayaeTCsl ATUOTNATOTeHeTUYeCKasi Tepanust U paspa-
GaThIBaeTCS KOMIUIEKC Mep 10 peaOMIUTAIIUH.

B cBs3M ¢ 3TUM HaYMHAIOT CO3IaBaThCsl HaydHbBIC
o0IIecTBa M acCcoUMaluy, WCIOIb3YIOIIMEe MEXKIUCIIU -
TUIMHAPHBIA TOOXOM K 3TOU TpoOJIeMe, CUCTEMaTU3U-

OBb30Pbl JINTEPATYPbI

pylollrie U Mepeaarole HOBbIe 3HaHUsI B TIPAKTUYECKOE
3paBOOXpaHEeHNE.

Hayunoe Oo6mecrBo (IRCM) o0ObeauHsieT Bcex
HcclieioBaTeieil U CIieUaaIucToOB, KOTOPhIE BEAYT U3yde-
HUe mpobyieM B 00JacTH MYJBTUMOPOMIHOCTHA B TIEp-
BUYHOM 3BeHe 3apaBooxpaHeHUs. OCHOBaH KypHal
«KomopougHocte» (Journal of Comorbidity), B koTO-
pPOM TTyOIMKYIOTCS KJIMHWYECKWE M OKCIIePUMEHTAIb-
Hble HayYHbIE CTaTbU O TMPOMUIAKTHKE, TUArHOCTHKE
U JIeYeHUU TalMeHTOB ¢ KOMOPOWIHBIMU 3abojeBa-
Husgmu. B Poccuiickom HaydHOM 00IIEeCTBE TAKXKe CO3/1a-
foTcs pabodue rpynibl. Tak, y TepaneBTOB OpraHM30BaHa
cekunst «KoMOpOMIHOCTE», HAayYHBIM PYKOBOIUTEIIEM
KoTopoii siBisieTcs mpod. A.JI. BepTkuH; y Kapanoyoros
cekuneit «KoMoOpOMIHOCTb B KapaAUOJIOTUU» PYKOBOAUT
npod. O.I1. lleBueHko; y Bpadeil oOIIEil MIPaKTUKU
Takke nMmeeTcs ceKiys «CoueTaHHbIE TTATOJIOTUM».

®.U. bensnos chopmyaupoBai 12 Te3ucoB, OIUH
U3 KOTOPBIX TJIACHUT, YTO KOMOPOWUIHOCTH BCTpEYaeTCsI
YaCcTO Y MOXWIBIX M YTO OHA YXYIIIACT TSKEeCTh COCTOSI-
HUS U TIpOTHO3 3a0oeBanHuii. B To ke Bpemst H. Nguyen
u coaBT. [12] ycTaHOBWJIM, YTO pPaCIpPOCTPAHEHHOCTh
MYJBTUMOPOUIHOCTH  YBEJIMYMBAETCSA C  BO3PAcTOM
(c 10% B Bo3pacte no 19 net no 80% y nui crapiie 80 jet)
M BCTPEYaETCs Yallle Yy KEHIITUH, YeM Y My>KIMH.

OcHOBHBIM TIOCTYyJIaTOM TIpopeccopa M.S. Mynposa
OBbLIO «MBI JOJIKHBI JICYMTh HEe caMy 00JIe3Hb U He TIPU-
YUHY OOJIE3HU, a JOJDKHBI JICYUTh CAMOTO OOJIBHOTO»,
a H.W. IluporoB go6aBwi, 4TO «HAIIX OOJIE3HU POIOM
U3 AeTcTBa». [103TOMY BakHO yYUTHIBATh OCOOEHHOCTU
TeYeHUsI COYETAHHBIX 3a00JiIeBaHUN KaK y B3POCIbBIX,
TaK M y JeTeil, MCTTOIb3Ys Mpernaparhl, KOTOpbIe He OyayT
OKa3bIBaTh SITPOTEHHOE IEMCTBUE Ha OPraHWU3M M TTOBBI-
1I1aTh PUCK TTOOOYHBIX 3(D(HEKTOB.

B memnmarpudeckoil mpakTukKe KOMOPOUIHOCThH pac-
CMaTpuBaeTCs B COYETaHUMU 3a00JeBaHUN MUIIEBAPU-
TEJBbHOTO TpaKTa MeXAy co0oil Jalle, 4eMm 3aboJieBa-
HUI MUIIEBAPUTEHOTO TpaKTa M JAPYTUX CUCTEM. DTO
00YCJIOBJIEGHO aHATOMO-MOP(hOJIOTMYECKUMHU  OCOOEH-
HOCTSIMM TelaTornaHKpeaTonyoneHaabHoi 30Hb. Hanbo-
JIee 4acTo Cpelr HUX BCTpevyaloTcs 6OJIe3HU THINEBOA,
JKeJTyKa W IBeHaaaTuIepcTHoi kumku (60—70%).

M3BecTHO, YTO OOHUM U3 OCHOBHBIX (DaKTOPOB
B STHOJIOTUM U TTaTOTeHe3¢ BOCIAJIUTENIbHBIX 3a00J1eBa-
HUI BEPXHUX OTIEIOB MUIIEBAPUTETBHOTO TPAKTA, BKITIO-
yas XeJTYHOKAMEHHYI0 00JIe3Hb, SBJISICTCS HapylleHUe
MOTOPHO-3BaKyaTOPHBIX (DYHKIIUN KETIHOTO ITy3bIPSI
U CHUHKTEPHOTO amrmapara >KeJTYeBbIBOAAIINX ITyTei.
DTO BiEYET 3a cOoOO HapylleHMEe MOTOPHOU (hyHKIMU
BCEro IMUILEBAPUTETHLHOTO TPaKTa B BUIE PeIIOKC-330-
darura, myomeHoOTacTpadbHOTO pedoKca, CUHIPOMA
pa3apax€eHHOU KUILIKY U JIp.

IMoBpexnawommu ¢hakropaMu CIU3UCTBIX 000JI0-
YeK CIIYyKaT KeJYHbIe KUCJIOTBI, JIM30LUUM W TPUIICHH.
H3BecTHO, 4TO HamboJiee arpecCMBHOE MOBpEXKIatoIIee
JIeWiCTBME Ha CIIM3UCTYI0 OOOJIOUKY XKEJyIKa W IHIIe-
Boja 1npu HU3KoM pH (T.e. B KMCJION cpefie) OKa3bIBalOT

POCCUVICKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2021; 66:(3)

36

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)



KOHBIOTMPOBAHHBIE JKEeTYHbIE KHUCIOTHI (TaypUHOBBIC
KoHbtoratbl) 1 nusojetutuH [13]. Tlpu HeliTpanbHOM
1 Cc1a0ONIeIOUHON cpele TOBpeXnalollee IeiCTBHe
OoJiee XapaKTepHO IS HEKOHBIOTUPOBAHHBIX JKETIHBIX
KUCJIOT W TPUIICUHA. JIIUTEeJIbHOE BO3ICHCTBUE XETUU
B COCTaBe MYOJEHAJIbHOTO CONEPXKUMOTO Ha CIM3UCTYIO
000JI04YKY KellyaKa W TMHIIeBoJa MPUBOAUT K JIUCTPO-
uyeckuM M HEKPOOMOTMYECKUM WM3MEHEHUSM, CITO-
COOCTBYSI XpOHMUYECKOMY BOcHalleHWIo. B To e Bpemst
PSII MicClleioBaTesIeil CUUTAIOT, YTO IYOJeHOTACTPATbHBII
pedITIIoKC — 9TO 3alIUTHAsS peakius Ha 3aKUCIeHUE Ty0-
JIEHAJIbHOTO COIEPXKUMOTO, KOTOpasi OKa3bIBaeT OlleIa-
YUBAaOIIEe-TPOTEKTUBHOE JIEHCTBUE Ha CIUZUCTYIO 000-
JIOUKY Xeqrynaka [14].

M.I. BoroyrnnHoB M coaBT. [15] B cBoeM uccie-
JIOBAaHWU 0OpalialoT BHUMaHWE Ha TO, YTO C YBeIWve-
HUEM TIPOJOJIKUTEIBHOCTH TEYSHUS KeTIYHOKAMEHHOM
00JIe3HN M3MEHSIETCST XapaKTep KeJyIOUYHOU CeKPEILUMN:
KUCJIOTOTIPOAYKIINSI CHUKAETCS, y IMallMeHTOB, MMEI0-
LIMX JJATEJIbHBIA aHaMHE3 I10 XoJjeauTuasy, B 68,2%
CJIyJaeB BBISIBIIIETCSl YTHETEHHUE TPOAYKLIHUM OUKapOo-
HatoB (p<0,05). Ilpu aHanuze cekpeTOpHOU (YHKIIMHU
XeryaKa ToJbKo B 28,3% OblTa BBISIBJICHA TUITEPCEKpe-
LIMsI COJITHOM KUCJIOTHI, B 19,5% ciydaeB HaOJromaaach
rurnocekpetns u'y 52,2% malueHToOB UMeEJICST HOpMaib-
HBI YPOBeHb KUCIOTHOCTH. COTJIACHO 3TUM pe3ysbTa-
TaM MOTOpPHbBIE HapyIIeHWsI HAUMHAIOTCS yKe Ha paHHUX
CTaIMIX KeJTYHOKaMEHHOM 0O0JIe3HU B BUJE AyOAeHOTa-
cTpajibHOTO pedutokca B 76,4% cinyvyaeB, TMITOKUHETHYE-
CKUIA XapaKTep HapyIIeHUI MUIIEBAPUTEIIBHOTO TpaKTa
peructpupoBaiicsd B 35% ciydaes [15]. Uem miuTenbHee
KaMHEHOCUTEJIbCTBO, TeM 0oJjiee arpecCMBHO TOpaka-
€TCsT CIM3KCTast 000JI09Ka BEPXHUX OTAEJIOB IMUIIeBapU-
TEJBHOTO TPaKTa.

B t10 Xe Bpems, mo gaHHbiM 3.5. CeneszHeBoit
U coaBT. [16], s13BeHHas 00JIe3Hb JBEHAALIATUIIEPCTHOM
KUIIKK B 77,5% ciydaeB MpealiecTBOBajda Pa3BUTHUIO
KETYHOKAMEHHOIM OO0JIe3HW M CONMPOBOXAANIACh CHU-
KEHUEM MOTOPHO-3BaKyaTOPHOW (DYHKIUM KEITYHOTO
My3bIpsI ¢ HapyHIEHWEM €ro TOPMOHAJIbHON peryJsis-
IIUY, YTO IMO3BOJIUJIO CUMTATh S3BEHHYIO OOJIE3Hb JIBE-
HaILATUTIEPCTHOM KUIIKKW OXHUM U3 (haKTOPOB pHcKa
BO3HUKHOBEHUs XoJieanuTra3a. M3BeCcTHO, YTO SI3BEH-
HOE TIOpaXkeHHWe CJIU3UCTOM OO0OJOUKM JIBEHAILIaTH-
MEePCTHON KUIIKYW TTPUBOIUT HE TOJBKO K M3MEHEHUIO
Ka4eCTBEHHOTO COCTaBa KeJIUM, HO W K HapylIeHUIO
MOTOPHOM (PYHKIUM XKEJTIHOTO My3bIps UM CHUHKTEpa
MMeYEHOYHO-TTOKEyIOYHON  amIyibl  (cUHKTEepa
Onnu), 1 3TO BieYeT 3a coOOW pa3BUTHE BOCHAIU-
TeJIbHBIX W 3aCTOMHBIX saBieHuit [16]. ITo pesyabsratam
T.B. IepacbknHOII MMeEETCSI TOJOXKUTEIbHAST KOPPEs-
LIUST 3aBUCUMOCTHU: YeM 0oJjiee BbIpakeHa TMITOKUHETH -
yeckast QYHKIIMS KEeTIHOTO My3bIpsI, TEM BbIIIE MHACKC
JINTOTEHHOCTH XETYU. A BO3MOXHO, Ha00OpOT, Hapy-
IIeHUEe TEePUCTATBTUYECKMX BOJH THIIEBAPUTEILHOTO
TpakTa BeJIeT K MOTOPHO-3BaKyaTOPHOMY OucOaaHCy
rernaToOuIMapHoO 30HbI.
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JIMCKYCCUOHHBIM OCTAeTCsI BOIIPOC O TOM, YTO SIBJISI-
eTCsT TIEPBUYHBIM: (DYHKIMOHAJbHBIE HApYIIEHWST Opra-
HOB MUIIEBApeHUs C TMOCIeayomnM (hopMUpPOBaHUEM
OpraHMYeCKUX TOpakeHWi WM HaobopoT. Bo BTopoii
nmojoBuHe XX BeKa C IIMPOKWM BHEAPEHHEM B IpaK-
TUKY METOJIOB BU3yaqu3allid W OLEHKU (PYHKIIMOHAb-
HOTO COCTOSTHUSI OTAEJIOB IMUIIEBAPUTETbHONW CUCTEMBI
MEePBUYHBIM CUMTAJIOCh OPraHUYEeCKOe MOpakeHNe BOC-
MaJIUTETbHOTO XapakTepa, a BTOPUYHBIM — MOTOpPHBIE
HapyIlIeHUsT 3TUX OTIEJIOB, B CTPYKTYpe JETCKOI IMaTo-
JIOTUM OPTaHOB IHINeBapeHust cocTaBisiBiine 60—95%.
Opnako B Havasie XXI Beka B CugHecKoil MexKIyHapoI-
HOIi KitaccupuKanuy 3auKCUPOBaHO, YTO SHIOCKOIH-
yeckasi KapTMHa He MOXET BepUUIMPOBATH CTEIEeHb
BOCITAJICHMSI, TTIO3TOMY JMArHO3 JOJDKEH BBICTABIISATHCS
Ha OCHOBaAaHMM MOP(HOIOTMYECKUX U3MEHEHMI 0 O1Oo-
MCUIHBIM MaTeprajaM, 1 eClii B OMonTaTe OTCYTCTBYIOT
KJIeTKA BOCITAJIeHUsI, CJIeI0BaTeIbHO, BBICTABIISIETCS
nrarHo3 yHKIMOHAaIbHON nucnierncuu [17].

TpaIUIIMOHHO CUMTAETCsI, YTO B MaTOreHe3e CHUH-
IpoMa pa3IpaXeHHOW KUIIKM U (YHKIMOHAJIBHOMN
JVCIIETICUY KJTI0YeBasi pOJib OTBOAMTCS MOTOPHO-3Ba-
KyaTOpHBIM HapyIlIeHUSM TUIIeBAPUTEIbHONW CUCTEMBI,
CBSI3aHHBIM C TICMXO3MOLIMOHAJIIBHOM ccepoii, Berera-
TUBHBIMU PacCTPONCTBAMU U TTOBBIIIEHHOM BUCIEPab-
HOM TUIlepuYyBCTBUTEIbHOCTBIO [18]. CunHapom pas-
JIpaxeHHON Kulku corjacHo IV Pumckum kputepusim
XapakTepusyercss abIOMUHAIBHBIMU OOJSIMU B Tede-
HUe 4 THei B Mecsll, CBSI3aHHBIMU C aKTOM JedeKaluu
WY ¢ U3MEHEHUEM YacTOThI AeheKalluy, WU C U3MEeHe-
HUEeM (HOPMBI 1 KOHCUCTEHIIUN CTYJIa TIPU UCKITIOYeHUU
OpPraHMYEeCKO Marojoruu (BocHajMTebHbIE 3a00JeBa-
HUS KAIIKU: I3BEeHHBIN KOIUT, 00J1e3Hb KpoHa).

TTpu aHanu3e MaHHBIX JIUTEPATYPhl OBLIO BBISBICHO,
YTO B CJIy4ae pa3BUTHUSI BOCITAJUTEIBHBIX 3a00JIeBaHMIA
KUIIKKA HaOTIomaeTcs yBeJIMYeHHe pacIpOCTpaHEHHO-
CTU BHEKHUILIEYHBIX OCJIOXHEHWH, Cpeay KOTOPHIX Hau-
0oJjice YacTO BBISABISETCS KEIYHOKAMEHHass OO0JIe3Hb.
ITo mannbiM C.-H. Chen u coaBsrt. [19], Ha nmpoTskeHUU
7 7eT B Ipymnie MalueHTOB, CTPAJAIOIINX BOCTIATUTEb-
HBIMU 3a00JICBAaHMSIMM KWILIKW, PaclpoOCTPaHEHHOCTh
JKeJTYHOKAMeHHO# 6Gosle3Hn Obuta Ha 2,07% Bbille,
yeM B KoHTposibHOM rpymre (p<0,001). Puck pazButus
XOJIeJIUTHA3a B TPYIIIE MAallMEHTOB KaK MMEIOIINX, TaK
U HEe MMEIIIMX KOMOPOMIHBIX 3a00jieBaHUI (OTHOIIIE-
Hue maHcoB — OII 1,73; 95% noBepuTeIbHBIN UHTEP-
Ban — JAW 1,28—-2,11 w O 1,39; 95% ON 1,12—1,72
COOTBETCTBEHHO), ObUT 3HAYMTEJILHO BHIIIE, YeM B KOH-
TPOJIBHO TPYIITIe MaleHTOB 0e3 BOCTIATUTEIbHBIX 3a00-
JIeBaHUI KUIIIEYHUKA. B TpyIie maunueHToB ¢ 00J1e3HbIO
KpoHa 1 sI3BeHHBIM KOJUTOM PUCK Pa3BUTHS XOJIETH-
Thas3a B 1,76 u 1,44 pa3a Bbllle, YeM Y MallMEHTOB 6e3 BOC-
MaJITeTbHBIX 3a00J1eBaHMnil kKuireuynnka (95% AU 1,23—
2,531 95% AW 1,19—1,75 coorBeTcTBeHHO) [19].

B gpyrom wucciegoBaHuM — TakXke — M0OKa3aHo,
yto Ha (oHe Oosie3Hn KpoHa yaiie BcTpeuyaercs: XKerd-
HoKaMmeHHasi 6osie3Hb. M3 2323 maumeHTOB ¢ BOCMAIM-
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TEeJIbHBIMI 3a00JIeBaHUSAMM KUIIKM, M3 KOTOpbhIX 1333
(57,4%) crpaganu 6ose3Hblo KpoHa, xojeautuas ObLI
BeisiBIIeH y 104 (7,8%), cpenn 999 (42,6%) mauueHTOB
C SI3B€HHBIM KOJIMTOM KaMHEHOCUTEJbCTBO 3apeTUCTpU-
poBanoy 38 (3,8%) [20].

Posb BocrianurenbHbIX 3a00/1€BaHU I KUIIIKY B pa3BU-
TUU XeJTYHOKAMEHHOM 00JIe3HN MOXET ObITh pa3HOCTO-
ponHeit. Tak, manbpaOcopOLMsT ¥ MCTOIIEHUE XKETUHBIX
KUCJIOT B TIOAB3IOILIHON KUILIKE BCJEACTBUE HapyIIEH-
HOM BHTEepOrenaTuyecKon UPKYJISIIAN XKeJI4r, BbI3BaH-
HOI BOCTAJIeHMEM WM YaCTUYHON pe3eKUMel KUIIKU
JINOO TIOJTHOM KOJIBKTOMMEN, MOTYT CIIY>KUTh MTPUIMHOMN
BO3HMKHOBEHMSI XOJIECTEPUHOBOTO XoJieanThasa. B To xe
BpeMsl HeabCcopOMpPOBaHHbIE XKETUHbIE KMCIOThl pacTBO-
pSIIOT OMJMPYOUH B TOJICTOW KMIIKE, YBEJIUUMBasi PUCK
00pa3oBaHUsI TUTMEHTHBIX KAMHE B XEJYHOM Iy3bIpe.
JAun30uotnyeckue mpouecchl B IPOCBeTe KUILKKU Ha (DOHE
ee BOCIAJMTEJbHBIX 3a00JeBaHUii, KaK M 0e3 TaKo-
BbIX MOTYT TIPUBOIUTH K AUCMETa00IU3MY XKETUYHBIX
KHCJIOT, YTO YBEJIMYMBAET PUCK Pa3BUTHUSI KEIUYHOKA-
MeHHoil Oosiesnu [21]. Tlpemapartbl, TNpUHUMaeMbIe
MPU BOCMAJIMTENIbHBIX 3a00JI€eBaHUSX KUIIIEUHUKA, TIPU-
BOJST K TEMOJIM3Y, YTO YBEJIMYMBAET PUCK (OpMUpOBaA-
HUs TIUTMEHTHBIX KamHe# [22]. MMewoTcsl Takxke gaH-
Hble, 4TO orocpeaoBaHHbi Thl TmpoBocHaNIUTENbHBIN
WMMYHHBI OTBET, KOTOPBIN XapaKTepeH IJIsl MallMeHTOB
¢ OosiesHblo KpoHa, MOXET MOBBIIIATH PUCK Pa3BUTUS
KEJTYHOKAMEHHOU 00JIE3HU, B TO BpeMsI KaK UMMYHHBI
OTBET, orocpeaoBaHHbIN Th2, XxapakTepHbIil 11 pa3BU-
THSI I3BEHHOTO KOJIUTA, HE TIPUBOJIUT K PUCKY BOSHUKHO-
BEHUS XOJIECTEPUHOBOTO XOJeanuTrasa [23].

3aMmensieHMe MOTOPMKM KHUIIIEYHUKA MOXET CIOo-
CcOOCTBOBaTh KaMHeoOpa3oBaHMUIO. YcraHoBJEHO,
YTO 3alepXKa WM 3aMeIJIEHHbI TPaH3UT KUILIEYHOTO
XMMyca COIPOBOXIAETCSl YBeJWYEeHUEeM abcopOiuu
XOJleCTepMHa B KHWIIIEUHUKE, TTOBBIIIEHHON ero cekpe-
LIMEN B KeJTUb, YTO BEJET K YBEJTMYEHUIO PaCTIPOCTPaHEH-
HOCTM XeTYHbIX KamHeil. Kpome Toro, ¢ 3amenjieHueM
KUIIIEYHOTO TPaH3MTa YBEJIMYMBACTCS YPOBEHb BTOPUY-
HBIX KETYHBIX KHCJIOT, CIOCOOHBIX TMOBBIIIATH JIMTO-
reHHbIe CBOMCTBA Xeauu. OTCYyTCTBUE XKEITUYHBIX KUCIOT
YMEHbIIIAET BCaChlBaHUE XXKMPOPACTBOPUMBIX BUTAMUHOB
U XKMPOB, YTO MPUBOAUT K CHUXKEHUIO BCACBIBAHUSI XOJIE-
cTepurHa.

C 0HOI1 CTOPOHBI, SHTEPOLIUTHI CITOCOOHBI CUHTE3M -
pOBaTh BellleCTBA, KOTOPbIE BIUSIOT HA METa0OJIMYECKYIO
aKTUBHOCTD TOJIKEJTYJIOUHOM XeJe3bl U MeYeHu, Harpsi-
MYIO WJIM OTOCPENOBaHO BO3MEHCTBYIOIIYI0 Ha CHUHTE3
XOJIeCTEpMHA U XEJYHbIX KUCI0T. C Jpyroil CTOPOHBI,
MU30BITOYHBIN POCT aHAa’POOHBIX OaKTepuii B IPOCBETE
TOLIEHW KMIIKKU BeAET K YCUJIEHHOW NEKOHBIOTAllMU CBSI-
3aHHBIX XXETYHBIX KUCTIOT.

M3BecTtHO, 4YTO >KelMYHOKaMeHHass OO0JIe3Hb YacTo
OCJIOXKHSIETCS BOBHUKHOBEHUEM TMaHKpeaTuTa — 10 JaH-
HBIM pa3HBIX aBTOPOB, B 25—90% ciy4aeB [24]. OnHuM
U3 BEOyLIMX MeXaHU3MOB (hOPMUPOBAHUSI OUJIMAPHOTO
MaHKpeaTnuTa SIBJSETCsS] MOBBIIIEHHOE NaBJeHWE B IIPO-

OBb30Pbl JINTEPATYPbI

TOKOBOI CHUCTEMe JKEIYHBIX ITyTell BCIeACTBUE (DYHK-
LIMOHANBHBIX TIPUYMH (Hampumep, OWIMAPHOW JMC-
¢yukimn chuHkrepa Ompand) WM M3-3a OPTaHUYECKUX
HapyllleHuli, OOYCJIOBJIEHHBIX XOJIeJMTHa3oM (00Typa-
1T KOHKPEMEHTOM aMITyJIbl OOJIBIIIOr0 COCOYKA JIBEHA-
NIATUTIEPCTHOM KUIIKK M Ap.). 3a TOCJeAHee OeCsTU-
JIETUE C BBIIEJICHUEM TaKOW CTaauy KeTYHOKaAMEHHOM
00JIe3HN, KaK OMJIMApHBIA CJIaIK, BEAYIIYIO pojib B Gop-
MMPOBAaHUU XPOHUYIECKOTO MTaHKpeaTuTa CTajli OTBOIUTH
xoseauTrasy (OuMauapHbIi ciamk BeisiBiseTcs y 30—75%
MalMEeHTOB C MIWOINATUYECKUM TaHKpeaTuToMm) [24].
Tak Kak B pe3yJibTaTe HapylIeHUs] (hU3NKO-XUMUIECKOTO
COCTaBa XKeJTYM MPOUCXOIUT MPEUUTTUTALINAS €€ OCHOBHBIX
KOMITOHEHTOB 1 OCaXKIEHE B IIPOCBETE XKETYHOTO ITy3bIPSI,
TO HEMAJIOBAXXHYIO POJIb B OTOM WUIpaeT ¥ MOTOPHO-3Ba-
KyaTOpHasl aKTUBHOCTh XKEJTUYHOTO ITy3bIpsT M CPUHKTEP-
HOTO aIllapaTa >XeJTYeBBIBOASIIMX TyTeit. ITocTostHHOE
MOCTYIUIEHE MUKPOJIMTOB B BUJIE TleCKa B MPOCBET JBe-
HaIUATUIIEPCTHON KWIIKW TPUBOIUT K MUKPOTPaBMaM
CJIM3UCTON 000JOYKM IPOTOKOBON CUCTEMBI, YTO CITO-
coOcTBYeT (hOPMUPOBAHMIO CTEHO30B €€ aMITyJIbHOM
yacTy (CTCHO3UPYIOMINi ManunT). [1pu 3Tom B pe3yib-
TaTe TIOBBIIICHWS OWJIMAPHOTO JaBICHUST (DOPMUPYETCS
OumapHoO-naHkpeatnueckuii peduirokc. I[lpu 3amepxke
JKEJYU B TIPOTOKOBOM CUCTEME TIOMKETYIOUHOMN KeJe3bl
MMPOUCXOANT KOHTAKT C TTAHKpPeaTUIeCKUMU (hepMEeHTaMU
U OGaKTepUsIMU, B pe3yibTaTe BbICBOOOXKICHHBIE XKETd-
Hble KMCJIOTBI HAPYIIAIOT 3allUTHBIN Gapbep U TapeHXUMY
MOIKETYI0YHOI XeJe3bl. O0beM M XapakKTep CTPYKTYp-
HBIX MU3MEHEHUI TOIKETYIOYHOM KEIe3bl MPU XOJEJU-
THa3e HAXOAWTCSA B TIPSIMOM 3aBUCUMOCTH OT TSDKECTH
TEYeHUS] W JJIUTELHOCTA COITyTCTBYIOIIETO XpOHUYE-
CcKoro naHkpearura [16].

3aknovyeHue

B mnpencraBneHHOM 0030pe JIUTEpaTyphbl, IOCBSI-
IIEHHOM TMpo0jeMe KOMOPOMIHOCTM Y TAalMEeHTOB
C >KeJIYHOKAMEHHOM O00JIe3HbI0, TOKa3aHO, HACKOJIbKO
MHOTOTpaHHO 3TO 3aboJyieBaHUWE, TPUBOJISIICE B CUIIY
aHaTOMO-(U3MOJIOTMYECKOI OOIIIHOCTU OPTaHOB THIIIE-
BapuUTEJIbHOTO TpakTa K (hOPMUPOBAHUIO 3a00JIeBaHUIA
JKeJTyaKa, JABEHAMIATUIIEPCTHON KUIIKH, TTOMKETYI0Y-
HOI1 keJie3bl U p. B cBoto ouepenb XxpoHuvyeckue 3adose-
BaHUs TTIEYEHU, B TOM YKCJie THMEKIIMOHHOTO XapaKTepa,
BOCTIAJIUTEIbHbIE 3a00JIeBaHUsI KeJylKa, JBEHaIlaTh-
MEePCTHOM KUIIKU ¥ KUIIEYHUKA MOTYT CIIOCOOCTBOBATh
00pa3oBaHMIO XeIUYHBIX KaMHeil. Bce 310 cBUMmeTenn-
CTBYeT O (pOpMUPOBAaHMM KOMOPOUIHBIX 3a00JIeBaHUI
yXe B JIETCKOM BO3pacTe.

BaxHo, 4T0 K TIpobeMe KOMOPOMITHOCTH TIPU KEJT4-
HOKaMEHHOM 00JIe3HM HeOOXOIMM MEXIMCLIMIUIMHAP-
HBII TMOXOJ, KOTOPBI TMO3BOJUT CHU3UTbH JIEKAPCTBEH-
HYIO Harpys3ky, u30exarh MOJUMpParMa3uu 1 ee TSIXKeIbIX
nocaeacTsuii. HeodoxommMo paspaboTaTh equHy0 hopmy
OKa3aHMSI MOMOIIM OOJIbHBIM ¢ KOMOPOMIHOM IaTOJIO-
TUel C LeJIbIo TTPeaypeXaIeHUs paHHEe MHBAIUAU3alun
U YIy4YILIEeHHST KaueCTBa KU3HH.
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OPUINHAJIbBHbBIE CTATbU

Bo3MoKHOCTH OHOMMIIEAHCOMETPHH /1)1 OIIEHKH HYTPUTHBHOIO CTATYyCA Y JeTei
C IETCKUM I1epeOpaIbHbIM NapaJTnIoM

O.B. lleppunosa’, E.b. Xpamosa', A.B. lllaiimaposa’
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Potentials of bioimpedance method for nutritional status assessment in children with
cerebral palsy

O.V. Perfilova'?, E.B. Khramova', A.V. Shaitarova’

"Tyumen State Medical University, Tyumen, Russia;
2Tyumen Regional Clinical Hospital No.1, Tyumen, Russia

Leas uccaenosanus. Onpeneauts BO3MOXKHOCTH METOJA OMOMMIIEJAHCOMETPHH B OLlEHKe HyTPMTHBHOTO CTATyCA Y JieTeil C JeTCKUM
1epedpaibHbIM NAPATNIOM.

XapakrepucTHka aereii 1 MeTopl ucciaenosanusa. Oocaenosanbl 89 nereii or 6 10 17 Jer ¢ KeTCKUM 1epedPaIbHBIM NAPATHIOM
(10,24+3,6 rona). IIposenensl u3mepenus pocTa (cM), Macchl Tea (Kr), paccyuTan unaekc Macesi tena (MMT, kr/m?). Copmupo-
BaHbI 2 cpaBHuBaeMble rpynmbl: 1-s1 rpynna — 40 nereii 6e3 Hemoctarouynoct nuranus (z-score UMT ne menee —1), 2-51 rpynna —
49 nereii ¢ HenocTaToyHOCTHIO NUTaHUsA (Z-score UMT —1,1 u menee). [IpoBeneHa oueHKa KOMIOHEHTHOTO COCTABA TeJIa METOOM
OHOMMIIETAHCOMETPHH B 2 CPABHHBAEMbIX TPYNNAX.

Pe3ynsraTel. OOHapy:KeHbl CTATHCTHYECKH 3HAYMMble DPa3MYMs KOMIIOHEHTHOTO COCTaBa Teja MO NapaMeTpy KHPOBOI
MacChl MEXKIY MAJbYHKAMH M J€BOYKAMM C JETCKUM IepeOpPaJbHBIM MAPATHYOM KAK MMEIOHNIUX HEJOCTATOYHOCTh MUTAHWUSA,
TaK 1 0e3 HyTpUTHBHOTO Aedunnta. OnpesnesneHo, 4To y NAMUEHTOB ¢ JeTCKAM HepedpaabHbIM NapajindoM 0e3 HeA0CTATOYHOCTH
MHUTAHUSA UMEIOTCS Pa3/IMYHbie M3MEeHEeHUsl TAPAMEeTPOB KOMIIOHEHTHOTO COCTaBA TeJia, COMOCTABUMbBIE C TAKOBBIMH Y MAIMEHTOB
¢ TpodudecKuM nedUTOM, emle 10 M3MeHeHHs MoKa3areeii anTponomeTpun. [1o mapamerpam Tomieit Macchbl, AKTHBHOM KJie-
TOYHOIi Macchl B rpynme geTeii 6e3 HeIOCTATOYHOCTH MUTAHHUS YCTAHOBIIEHO, YTO 0K0.10 40% MaIbYMKOB U 1eBOYEK UMEJIH Pe3y.ib-
TAThI HIZKE HOPMBI N0 JAHHBIM MOKA3aTeJNsIM, YTO CBUIETEJIbCTBYET 00 M3MEHEHHOM B TKAHEBOM COCTaBe TeJia M MMeINeMcs
nedunure 6eJIKOBOr0 KOMIOHEHTA.

BoiBoapl. OnpesiesieHbl 0JIHOHANPABIIEHHbIE M3MEHEHNs] KOMIIOHEHTHOTO COCTABA TeJia y JeTeil ¢ IeTCKUM HepedpaibHbIM mapa-
JIMYOM M HEJOCTATOYHOCTBIO MUTAHMS M Y JeTeil 0e3 Tpodmueckoro meduuura. OneHKa KOMIIOHEHTHOTO COCTABA TeJIA METOAOM
OuoMNeIAHCMETPUH MOXKET CJIYXKUTh 3((eKTHBHBIM HHCTPYMEHTOM AMATHOCTHKM HYTPUTHUBHBIX HApPYLIEHMil y JeTeil ¢ JeTCKUM
1epedpaJbHBIM NAPATTIOM.

Karouesnie caosa: demu, demckuil yepeOpanvhbiil NApatu4, HeOOCMAamo4yHOCHb RUMAHUS, HYMPUMUBHBLI CIAmyc, OUOUMNEOaHCoOMempusl.

Ansa umtuposanus: lNepgpunosa O.B., Xpamosa E.b., LLlaitapoBa A.B. BO3MOXHOCTY MeToga 61MonMneaaHcoMeTpum A1 OLEHKU HYTPUTHB-
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Objectives: To study the potential of the bioimpedance method for nutritional status assessment in children with cerebral palsy.
Material and methods. There were examined 89 children with cerebral palsy (average age: 10,24 yearst3,6 years). Such anthropo-
metric indicators as body height (cm), body weight (kg) and body mass index (BMI, kg/m?) were investigated. The scientists formed
two comparison groups: Group 1: 40 children without malnutrition (z-score BMI over 1), Group 2: 49 children with malnutrition
(z-score BMI is 1,1 and less). The body composition was evaluated by bioimpedancemetry in both groups of comparison.

Results. The scientist found significant differences in body composition in terms of fat mass between boys and girls with cerebral palsy,
both with malnutrition and without nutritional deficiency. They determined that children with cerebral palsy without malnutrition
demonstrate various changes in the parameters of the body composition comparable to those in patients with trophic deficiency,
even before the anthropometry indicators change. According to the parameters of lean mass, active cell mass in the group of children
without malnutrition, the results of 40% of boys and girls were below the normative values, which indicated an altered tissue compo-
sition of the body and existing deficiency of the protein component.

Conclusion. The scientists determined unidirectional changes in the body component composition in children with cerebral palsy and
malnutrition and in children without trophic deficiency. The assessment of the body by bioimpedance measurement can serve as an
effective tool for the diagnosis of nutritional disorders in children with cerebral palsy.

Key words: children, cerebral palsy, nutritional deficiency, nutritional status, bioimpedance method.

For citation: Perfilova O.V., Khramova E.B., Shaitarova A.V. Potentials of bioimpedance method for nutritional status assessment in children with
cerebral palsy. Ros Vestn Perinatol i Pediatr 2021; 66:(3): 40-45 (in Russ). DOI: 10.21508/1027-4065-2021-66-3-40-45

© KonnekTtne aBToOpoB, 2021

Anpec aiis koppecnonaenuun: [lepdunosa Onbra BragumuposHa — ace. Kade-
npbl TienuaTpun MIHCTUTYTa HEMPEephIBHOTO MPOGMECCMOHAIBHOTO Pa3BUTHUS
TioMEHCKOTO roCy1apCTBEHHOIO MEIULIMHCKOIO YHUBEPCUTETA, Bpay-reu-
arp, racTposHTeposior O6IacTHOI KIMHUYeCKOo 60bHMIIBI Ne 1 TiomeHu,
ORCID: 0000-0001-7416-7485

e-mail: cova_1976@mail.ru

XpamoBa Enena bopucoBHa — 1.M.H., pod., 3aB. Kadenpoii nerckux 6omnes-
Heil neanatpuyeckoro dakynsrera TIOMEHCKOrO rocy1apcTBEHHOTO MEIULIMH-
ckoro ynusepcurera, ORCID: 0000-0001-8968-3925

[aititapoBa AHHa BrnamuMupoBHa — K.M.H., nou. Kadeapsl neauatpun MH-
CTUTYTa HENIPEPBIBHOTO MTPOdecCHOHATbHOTO pa3BuTHsl TIOMEHCKOTO rocyaap-
CTBEHHOTO MeIuunHcKoro yHusepcutera, ORCID: 0000-0002-8632-3075
625023, Tiomenb, yi1. Onecckas, 1. 54

POCCUVICKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2021; 66:(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)



Ilepghunosa O.B. u coagm. Bo3MOXXHOCTH OONMTIEIAHCOMETPHH [UTsl OLIEHKU HYTPUTUBHOTO CTaTyca y IeTel ¢ AeTCKUM LiepeOpaTbHBIM MapatinioM

COBpeMeHHaH KOHILIeTMsl HaOofneHus pebeHKa
C JIETCKUM 1liepeOpaIbHbIM TTapaiInuoM, OTpeIesIsio-
masi KayecTBO, IPOJOJIKUTEIBHOCTh KM3HU MallMeHTa
1 0JIaroroIy4yMe ero CeMbH, TUKTYeT HEOOXOIMMOCTb paH-
Hero Hauaja peaOdWIMTAlMOHHBIX MEp ISl ONTUMU3ALUN
JIBUTATEIbHOM aKTUBHOCTU M KOTHUTHMBHOM TJIACTUYHO-
¢ty pebeHKa, TPeayTrpexXaeHUs] OCIOXKHEHUH OCHOBHOTO
HEBPOJIOTMYECKOTO 3a00JieBaHUsI, OIHO U3 KOTOPBIX —
HapyllleHue HyTpuTHBHOTrO cratyca [1, 2]. Pacmpoctpa-
HEHHOCTb HEJOCTATOYHOCTU TUTAHUS Y JAETei ¢ IeTCKUM
1epedpaibHbIM TapannuoM pocturaet 60% [3]. Hyrpu-
TUBHAasl HEJIOCTATOYHOCTb, TMOMUMO 3aJepPXKU (U3nye-
CKOTO pa3BUTHsI, TIPUBOIUT K UMMYHHBIM HapyIICHUSIM,
HEJIOCTaTOYHOCTU KPOBOOOpAIlIEHHsI, TUIOXO0H pernapaiuu
paH TMOCJie OMNepaTHBHBIX BMEIIATE/IbCTB, YBEJIMUYCHUIO
YaCTOThl U YUIMHEHUIO CPOKOB TOCITATAIU3AIMN, CHUXE-
HUIO CWJIBI IBIXaTeJIbHOM MYCKYJIaTyphl U, KaK CJICACTBUE,
YaCTBIM PECIUPaTOPHBIM MHGpEKIUSIM [4—6]. DTHomorus
MpooJieM, BeIyIIUX K HEIOCTATOUHOCTU MUTAHUS Y TIalv-
€HTOB C JIETCKMM 1iepeOpabHbIM MMapaTnyoM, MHOTodak-
TopHa. Jleuuut Makpo- 1 MUKPO3JIEMEHTOB B pallMOHE,
HapyllIeHUsI TJIOTaHUSI, OJIOHTOCTOMATOJIOTMYECKHE TPO-
OsieMbl, IMCHYHKLIMU 1 3a001€BaHUS KETYIOUHO-KHUIIIeY-
HOTO TpaKTa CO3/1al0T MPEATNOCHIIKH ISl HEA0CTaTOYHOTO
MOCTYIJIEHUSI W YCBOGHUS JTOJDKEHCTBYIOIIMX OOBEMOB
MUY 1 GOPMUPOBAHUSI HYTPUTHUBHOTO nedunura [7, 8].

OlleHKa HYTPUTUBHOIO CTaTyca 3aHMMaeT BaXkKHOE
MECTO B aJirOpMTME BeACHUSI peOeHKa C JAETCKUM Iiepe-
Opa/IbHBIM TMapajJiMuoM, OJHAKO OTpe/le/ieHUue TOJIbKO
AHTPOMOMETPUYECKUX TapaMeTPOB HE B TIOJHOW Mepe
oTpaxaeT OOBEKTUBHOE COCTOSIHME TpPOOJeMbl BBUIY
OYeBUIHBIX orpaHumyeHuit merona [9]. Ilo MHeHUIO
D.A. Snik u coasr. [10], He0OX0aMMO ITPOIOIKATE ITOUCK
JIOCTYITHBIX MPAKTUIECKUX WHCTPYMEHTOB IJIsSI OLIEHKU
HYTPUTHUBHOIO CTaTyca y JeTeil C JIeTCKUM liepedpaib-
HBIM TIapajiyoM M CKPUHUHIA OEJKOBO-3HEpreTuye-
cKkoii HemoctaTouHOCTU. Kpome Toro, ocoObiit mHTEpec
BbI3bIBae€T pa3pabOTKa METOJOB PAaHHETO BbISBICHMUS
JeTei, TOABEPKEHHBIX PUCKY Pa3BUTHUSI HYTPUTUBHOM
HEIOCTaTOYHOCTH.

B noBcenHeBHOM MpaKTUYECKON AESITEIbHOCTU Hau-
0oJsiee TIPOCTBIM W JOCTYITHBIM METOJOM OLIEHKHU KOM-
IMOHEHTHOTO COCTaBa Tejia 4YeJoBeKa SIBJsieTCs Ouo-
umriegaHcomeTpusi. B Hay4yHoO# JMTeparype HAOCTYITHbI
HEMHOTOUMCJICHHBIE MyOJUKaIlMU, B KOTOPBIX OMKUCAHO
WUCTIOIb30BaHUE OMOMMITEIAHCOMETPUN KaK HWHCTPY-
MEHTa OLIEHKM KOMIIOHEHTHOIO coCTaBa Tejla y JeTei
¢ uepebpaibHbIM TTapanuyom [11—14].

Ilear wuccaenoBaHmMs: OllEHKA  KOMIIOHEHTHOTO
cocTaBa Tejla METOIOM OMOMMIIEIAaHCOMETPUM y JeTei
C JETCKUM liepeOpaibHbIM TapajnyoM B 3aBHCUMOCTHU
OT COCTOSIHMSI HYTPUTUBHOTO CTaTyca.

XapakTepuctuka peten u MeTogbl UccriefoBaHUs

B uccnenmoBanue ObUIM BKIIIOUEHBI 89 geTeil or 6
110 17 neT ¢ AeTCKUM LiepeOpabHbIM MTapaJIMuoM, CPeIHUI
Bo3pacT B rpyrmie coctaBui 10,24+3,6 roma. ITTomydeHo

MUCbMEHHOE MH(OOPMUPOBAHHOE TOOPOBOJILHOE COTIacHe
pomuTeseit UiIn Ipyrux 3aKOHHBIX MpeICcTaBUTeNeH aeTeit,
BKJTIOUEHHBIX B McclienoBaHue. MccnenoBanue omo0peHo
Komuterom 1o atuke npu GPT'BOY BO Tiomenckuit TMY
Munzapasa Poccun (mpotokon Ne87 ot 31.10.2019).

JI1st OLIEHKW COCTOSIHUSI TIMTAHUS TIPOBEICHBI aHTPO-
MOMETPUYECKUE U3MEPEHUS: POCT (CM), Macca Tesa (KT),
paccuutaH uHaekc macchl Tena (MUMT, kr/m?). Macca
TeJia onpeiesieHa ¢ MOMOUIbIO BECOB [UISI MaTOMOOWJIbHbBIX
nanueHToB SECA 954 ¢ MakcMMaIbHOIM TOYHOCTBIO U3Me-
pennii 20—100 . Poct pebeHKa M3Mepsiii B IOJIOKECHUN
Jiexka TMOKOM CaHTMMETPOBOM JIEHTOW METOOMKON cer-
MEHTapHBIX M3MepeHuii. s pacueTa TMpeanoiaraeMoro
pocTa peGeHKa MCIOIb30BaIu (hOPMYITy C ONpeesieHueM
IJTMHEI TOJICH! TI0 MeHee MOBPEXKIeHHOM cTtopoHe [15].

OueHKy  (U3UYECKOTO  Pa3BUTHUS  BBITTOJHSIIIN
MO CHeluaIu3upoOBaHHBIM JMarpaMMaM, pa3paboTaH-
HBIM CHEeIUaIbHO IS AeTel ¢ IETCKUM IiepeOpalbHbIM
MapajuvyoM, YYUTBIBAIOIIMM Maccy, pOCT, IOJ, CII0Cc00
KOPMJICHUSI, a TAKXKe CTEIeHb ABUTATEIbHBIX OrpaHuYe-
Huii o mKane GMFCS (Gross Motor Function Classifi-
cation System) [16]. MHaeKC Macchl TeJla pacCYNTHIBAIU
1o dopmyJie: MHAEKC Macchl Teja = Macca(Kr)/poct’(m),
ornpenensiiv curmaibHoe otkioHeHue MMT (z-score).
IMepueHTWIbLHBIE 3HAYEHUST TIOJYYEHHBIX TOoKa3aTeseit
OTpeNeIsiIn TI0 CTaHAapTHBIM HOMOrpaMMam Bcemup-
HOI OpraHM3allMy 3IPaBOOXPAHEHUS UISl JAHHOTO TTojIa
u Bo3pacra [17]. [TameHTh! 6€3 HeIOCTaTOYHOCTH TTNTA-
Hus umenu z-score UMT ne Humxe —1. Hemocrarou-
HOCTb MUTaHUs KOHCTaTUpoBasu 1pu z-score UMT —1,1
1 MEHee.

ITo pesyabrataM OLIEHKM aHTPOIIOMETPUYECKUX
rmokasarejieil JeTW, Yy4JacTBYIOIME B MCCIIeJOBaHUU,
ObLIM pacripeneiieHbl Ha 2 rpynmbl: 40 geTeit ¢ 1eTCKUM
LepeOpadbHBIM MapaJuyoM COCTAaBWIM 1-10 TpyIITy
(n=40, m:n1=1:0,8) 1 HEe UMeIM HEJAOCTATOUHOCTU MHUTa-
HUS; BO 2-10 TPyIIly ObUIM BKJIIOUEeHBI 49 nereii ¢ aeT-
CKUM ILIepeOpaybHBIM MapajudoM M HEeIO0CTATOYHOCTHIO
nutaHug (n=49, m:1=1:0,9). letu B u3yyaeMbIX Tpym-
Mmax WMMEJIM JOCTOBEpPHBIC pa3Muus 10 Macce Teia
(p<0,001) mn nunaexcy macchol tena (p<0,001).

OlleHKa KOMITOHEHTHOTO COCTaBa TeJia TIPOBOAMIACH
B lleHTpe 3m0poBBsI AeTeit TroMeHM Ha TOPTATUBHOM
aHaIM3aTope OMOoRJIeKTpuIecKNX nMmnenaHcoB «ABC-01
MEJACC». OueHuBanu cieaymoline mapaMeTpbl TKa-
HEBOTO COCTaBa Teja: XKMPOBYIO Maccy, MPOLIEHT XKUPO-
BOIf MacChl, aKTUBHYIO KJIETOYHYIO Maccy, ToIlasi Macca,
yAeIbHBIA OCHOBHON 0OMeH (KKaji/M2/CyT), BHEKJIETOU-
Hasl XUIKOCTh, (ha3oBblii yroj. CpaBHEHUE pe3yJIbTaToB
orpeneieHusl KOMITOHEHTHOTO COCTaBa TeJla OCYILEeCT-
BJISLT C YYETOM ITOJIa IETei B rpyIImax.

CraTucTuueckyro 0o0pabOTKYy IOJYYEHHbBIX JaHHBIX
MPOBOAWJIM C WCIOJb30BaHUEM TIaKeTa MPUKIIATHBIX
craructuyeckux nmporpamm IBM SPSS Statistic 21. Cra-
TUCTUYECKYIO 3HAYMMOCTh Pa3IMuMii MEXIY TpyIIaMu
onpenensin 1o Kputepuio ManHa—YutHu. Paznmumns
CUYUTAIM CTATUCTUYECKU 3HAUMMBbIMU T1pH p<0,05.
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PesynbraTthbl

[1pu cpaBHUTETLHOM aHaIM3e ToKa3areseil TKaHeBOro
cocTaBa TeJja JeTeli ¢ IETCKUM 1iepeOpaibHbIM TapaIuioM
B 3aBUCMMOCTU OT HAJIMYMSI WM OTCYTCTBUSI HEIOCTATOU-
HOCTU TIMTAaHMSI ONpPENCSIEHbl CTaTUCTUYECKU 3HAYMMbIC
pasnuuus OTAEIbHBIX TapaMeTpoB. Tak, B rpyrine aereit
C HEIOCTaTOYHOCTBIO TIMTaHWs TI0Ka3aTeIu >KMPOBOM
MaccChl ObLTM CTATUCTUYECKU 3HAYMMO HUXE, YEM B IPYIIIIe
nereil 0e3 nmeduuMTa MUTaHUSI, 4TO CBUJIETEJBCTBYET
0 HeIOCTaTKe MacCcoBOH jonu obuiero kupa. [lpoiieHT
>KMPOBOI Macchl ObUT TAaKXKe 3HAYMTESIbHO CHUKEH Y JIeTeit
C HEIOCTaTOYHOCTBbIO TMUTAHMSI, YTO CBUICTEIbCTBYET
00 HCTOILEHUM XUPOBOTO jerno opraHusMa. [lokazarenu
AKTMBHOM KJIETOYHOM MacChl M TOLIEH Macchl ObLIM CTa-
TUCTUYECKM 3HAUYMMO HUXKE Y JeTeil ¢ HeIOCTaTOYHOCThIO
MUTaHMS, YTO OOYCJIOBJIEHO Ne(PULIUTOM OETKOBOIO KOM-
MOHEHTa B opraHu3Me pebeHka. [Tokazatenb BHEKJIETOU-
HOW KMIIKOCTH, OTPaXKalOILIUI TMapaTalyio TKaHei, Obul
CTaTUCTUYECKM 3HAYMMO HUXKE B IPYIIIIE JIeTeii ¢ Tpodude-
CKUM Ae(ULIMTOM, YTO CBUIETEIBCTBYET O HEJOCTATOUHOM
MOCTYIUIEHUM BOJIbI B OPraHuU3M peOdeHKa M HapylleHUuH!
ruaparauuu TKaHeil. [lokasarenu yneiabHOro OCHOBHOTO
oOMeHa B Tpyrine AeTeil ¢ HEeIOCTaTOYHOCTHIO MUTAHUSI
ObLTM JOCTOBEPHO BbIILIE, YeM Y TAlMEHTOB 0e3 Tpoduye-
ckoro aeduira. MazoBblii yrol Kak KOCBEHHBIHN 1TOKa3a-
TeJIb UHTEHCUBHOCTY METAa0OJIMYECKIX TIPOLIECCOB Y AeTel
W3 TPYIIIbI ¢ HEAOCTATOYHOCTHIO MUTaHUST ObUT HUXE, YeM
y IeTeit 6e3 TpoduuecKoro aepuumTa, HO CTAaTUCTUYECKA
3HAYMMO He oTIMyaics. Pe3ynbrarel ucciaenoBaHus rapa-
METPOB OMOMMITEIAHCOMETPHUH MPEACTaBIeHEI B Ta0. 1.

Takum oOpa3zoM, B Tpyrmre TMAalMEHTOB C JETCKUM
1epeOpaIbHBIM MapaIuyoM M HEAOCTaTOYHOCTHIO MUTA-
HUSI OXMIAEMO BBISIBJISIIOTCSI CTaTUCTUYECKU 3HAYMMBbIe

OPUINHAJIbBHbBIE CTATbU

pasumuusl ToKasaTeseii KOMITOHEHTHOTO CocCTaBa TeJia
10 JaHHBIM OMOMMITETJAHCOMETPUHN B CPABHEHUU C IETbMU
C JIeTCKUM lLiepeOpajbHbIM TapaitioM 0Oe3 HYTPUTUB-
HOI HeJ0CTaTOYHOCTU. BmecTe ¢ Tem ciiemyer MOMHUTD,
YyTO Yy JAeTeil C JEeTCKMM liepeOpajbHbIM MapaTndom
KakK ¢ HyTPUTUBHBIM Je(PULIMTOM, TaK 1 0€3 HETrO UMEIOTCSI
pasMyHbIe IBUTATEJIbHbIC HApPYILIEHUSI, HU3Kash MOOWIb-
HOCTb, CJIOXXHOCTU C TIpUEMOM TUIIM. JIOTMYHO Mpero-
JIOXKUTh, YTO HAJIMUKME XPOHMUYECKOTO HEBPOJIOTMYECKOTO
3a00J1eBaHMSI, MEHSIOIIET0 HalpaBJIeHHOCTb MeTabo-
JIN3Ma, MOXET BJIMSITh HAa M3MEHEHHWE KOMITOHEHTHOTO
cocTaBa Teja y JeTeil ¢ JeTCKUM 1iepeOpaibHbIM Tapajiu-
YOM el11€ 10 KOHCTAaTalluM HeTOCTaTOYHOCTH MMUTAHUSI.

C 1enbl0 pa3HOCTOPOHHEN OLIEHKM HYTPUTUBHOTO
craryca JieTeid ¢ JETCKHMM liepeOpaibHbIM IapajuiyoM
ObUIM TIPOBEIEHBI TIpeaBapUTEIbHbIC pPacuyeThl HOpMa-
TUBHBIX MOKa3aTesieil BceX mapaMeTpoB OMOMMIIEIaHCO-
METPUU MHAUBUIYAJTbHO 151 KaXKJA0TO peOeHKa C yueToOM
IIOCTYITHOM 0a3bl pepepeHCHBIX 3HAYeHUIA 00IIepOCCHii-
CKOI1 BBIOOPKM TIALIMEHTOB, OOCENOBAHHBIX B ILIEHTPax
3n0poBbs B 2010—2012 . OnpeneneHbl TakKe TeHACP-
HbIe pas3nuMsl TlapaMeTPOB KOMITOHEHTHOTO COCTaBa
Teja y AeTeil ¢ HeAO0CTaTOUHOCThIO MTUTaHUS U 6e3 TaKo-
Boii. Pe3ysnbrarsl uccienoBaHusi 0MOMMITETaHCOMETPUN
MaJIbUMKOB U JI€BOYEK MpPeCTaBIeHbI B Ta0I. 2 1 3.

B rpymme nmeteit ¢ Tpopuueckum nedpunmrtom 85,5%
MaJibuuKoB U 55,6% neBouek (p=0,041) mMenu BbIpa-
JKeHHBIN ITe(UILIUT KUPOBOM MACCHI, NeTeil ¢ M30BITKOM
JKMPOBOM Macchl B JaHHOW Tpyrine He Obuio. [lpu aHa-
JIM3€ TOKaszaTesasd >KUPOBOW MAcChl B TpYIIE IeTel
6e3 HYTPUTUBHOM HEJOCTATOUYHOCTU 85,7% MaibunMKOB
u 23,5% neBouyek HaXOOWJIKCh B AMAIIa30HE HUXE ITOPO-
roBOTO 3HAUEHUSI MoKa3areJisi (reHAepHbIe pa3Inuus CTa-
TUCTUYECKU 3HaYMMBbI, p=0,001).

Tabauya 1. TlapameTpbl KOMIIOHEHTHOTO COCTABA TeJA Y JAeTeil C IeTCKNM HepeOpaIbHbIM MAPATNIOM B 3aBUCMMOCTH OT HAJIMIMs1/

OTCYTCTBUA HETJOCTATOYHOCTH MUTAHUA

Table I. Body composition in children with cerebral palsy depending on the presens /absence of malnutrition (Me [Q25; Q75])

IToka3arenb Ges HIT (n=40)
KM, Kr 3,0[0,7;6,9]
KM, % 14,3 [4,1; 27,0]
TM, kr 17,6 [15,0; 21,4]
AKM, kr 9,718,3; 12,0]
BX, xr 7,0[6,2; 8,0]

YOO, kkan/m?/cyr

oy, ° 7,47%£4,98

54,3 [46,9; 72,5]

Jeru ¢ AIIIT
¢ HIT (n=49) ?
1,0 [0,5; 2,3] 0,002
4,8 [3,0; 14,5] 0,001
14,5 [12,1; 17,5] 0,008
8,6 [6,6; 10,4] 0,012
6,0 [5,4; 6,8] 0,004
66,9 [58,5; 423,4] 0,002
6,92+2.,49 0,937

Tpumeuanue. [lanuble peacrasieHsl B Buae Me [Q25; Q75] wiu M+m. XM — xuposast macca; KM % — IIpOLIEHTHOE COAepKaHUE KUPOBOI
Macchl; TM — Toras macca; AKM — aktuBHast KietodHast Mmacca; B2K — BHeksieTouHast Xkuakocth; YOO — ynelbHbIi OCHOBHOI 00MeH; DY —

azoBblit yro.
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B rpymme gereii ¢ HENOCTAaTOYHOCTBIO IMATAHUS
neBouku B 100%, a mampuuku B 85,2% ciydaeB nmMmenu
JIe(ULNAT TOIIEH MACChl, YTO CBHUAETEJILCTBYET O BBIpa-
>KEHHOM CHIDKEHUU OEJIKOBOIO KOMITOHEHTA; TI0 JAHHOMY
[TOKAa3aTeJIl0 B IPYIIIE MALMEHTOB C HEIOCTATOYHOCTBIO
[MATAHUST CTATUCTUYECKM 3HAYMMBIX Pa3IM4Mii 110 ITOJTY
He Obuio (p=0,091). [lpu aHanu3e nokaszaTessi ToIlLE
MAacChl B TPYIIIE AeTeil 6e3 HyTPUTUBHONM HEIOCTATOYHO-
ctu 'y 38,1% manpuukoB u 47,1% nesouex (p=0,578) 3Ha-
YeHUS! ObLIM HUDKE HYDKHEH MPaHUIBI HOPMBI.

Ilpy aHanu3e MPOLEHTHOIO COOTHOLIEHHWSI aKTHB-
HOM KJIETOYHOW MAcChl y HETeil ¢ HEeOOCTATOYHOCTHIO
nuTtaHust 66,7% manbuukoB U 55,6% neBoYyeK HaXOIM-
JINCh B AMANa30He HUXKE HOPMBI, CTATUCTUYECKU 3HAa-
YUMBIX TEHIEPHBIX pa3iuyuii He moiydyeHo (p=0,451).
IIp1 CpaBHMTEJIBHOM aHa/M3€ AKTUBHOW KJICTOYHOM
Macchl B TPYIINE IeTeil 0e3 HEeOOCTATOYHOCTH ITMTAHMUS
47,6% ManpunkoB U 58,8% neBoyeK HAXOMWJINCH B THa-
[Ma30He HOPMATUBHBIX 3HAYEHMI1 [TOKA3aTelIs, YTO CBUJIE-
TEJIBCTBYET O IOCTATOYHOM JoJie Oesika B palluoHe JIeTel.

B 1o xe Bpemsa 42,9% wmanbuukoB u 41,2% neBodexk
MMM TTOKAa3aTe I aKTUBHOM KJIETOYHOM MacChl HUXe
HUXHEN TpaHUIBI HOPMBI. JIOCTOBEPHBIX pa3IMUMii
MoKazartesisi MeXIy MaJlbduKaMy U JeBOYKAMM B TPYIIITE
6e3 HeJI0OCTATOYHOCTU TTUTAHUS HET.

B uccrnenoBaHuM BBISIBIIEHO TOBBIIIEHUE YIACIBHOTO
OCHOBHOTO OOMEHa y AETEN C HEJOCTAaTOYHOCTHIO MUTA-
HUS He3aBUCHUMO OT mona; 85,2% manbuukoB u 88,9%
JIEBOYEK WMEIM BBICOKME TIOKa3aTeJd OCHOBHOTO
obmeHa, TobKo 11% neteit IeMOHCTPUPOBAIN YAETb-
HBI OCHOBHOI 00MeH B auaria3oHe HOpMbl. [1pu cpaB-
HUTEJIbHOM aHaJlu3e YIeJIbHOTO0 OCHOBHOTO OOMeEHa
B TpYIINe aeTeil 6e3 HeIoCTaTOYHOCTH TUTaHus y 78,9%
MaJbunKoB U 82,4% nesouek (p>0,05) BBISIBICHBI 3HA-
YeHUS BBIIIE BEpXHEl TpaHuIibl HOpMBIL. [1pu cpaBHeHUM
MPOLEHTHOTO PACHpEeNeeHUsT OeTe BHYTPU KaxKIOW
TPYNIBI TI0 MOKA3aTeIo YaeIbHOTO OCHOBHOTO OOMEHa
04eBUIHO, 4TO O0Jice 80% MaNBYMKOB U JIEBOYEK B TPYII-
Mmax MMeJIM TMapaMeTphbl YIeJIbHOTO OCHOBHOTO oOMeHa
BBIIIIE HOPMBI, 4YTO CBUACTEILCTBYET O ITOBBIIICHHOM

Tabauya 2. TennepHbie pa3amdus NapaMeTPOB KOMIIOHEHTHOTO COCTaBa TeJia B IPYINE JAeTel ¢ IeTCKAM IepeOpaibHbIM NapaIndoM

0e3 HeJOCTATOYHOCTH NMUTAHKusA, %

Table 2. Gender differences in body composition parameters in the group of children with cerebral palsy without malnutrition, %

Manbunku (n=22)

JleBouku (n= 18)

IToka3arenn p
H30bITOK HOpMa HEZI0CTATOK H30BITOK HOpMa HE0CTATOK
KM, kr 9,5 4,8 85,7 47,1 29,4 23,5 0,001
TM, kr 0 61,9 38,1 0 52,9 47,1 0,578
AKM, xr 19,5 47,6 42,9 0 58,8 41,2 0,390
YOO, kkan/m?/cyT 78,9 15,8 5,3 82,4 5,9 11,8 0,532
BX, kr 47,6 42,9 9,5 58,8 41,2 0 0,397

Tlpumeuanue. KM — xupoBas macca, TM — Toias macca; AKM — akTuBHas kiertouHas macca; YOO — ynenbHblii OCHOBHON OOMEH;

B2K — BHeKJIeTOUHASI KUJKOCTb.

Tabauya 3. TennepHpie pa3in4us IapaMeTPOB KOMIIOHEHTHOTO COCTABA TeJia B IPYMIIE JAeTeil ¢ IeTCKNM HepeOpabHbIM NapaTnioMm

U HEAOCTATOYHOCTDBIO IIUTAHUA, %

Table 3. Gender differences in body composition parameters in the group of children with cerebral palsy and malnutrition, %

Maunbunku (n=29)

JeBouku (n=20)

IToka3arennb p
H30BITOK HOpMa HeJI0CTATOK H30BITOK HOpMa HeJ0CTaTOK
KM, kr 0 14,8 85,5 0 44,8 55,6 0,041
TM, kr 0 14,8 85,2 0 0 100 0,091
AKM, xr 0 33,3 66,7 0 44,4 55,6 0,451
YOO, xkai/m?*/cyT 85,2 11,1 3,7 88,9 11,1 0 0,710
BXK, xr 33,3 40,7 25,9 50,0 44,4 5,6 0,191

Ilpumeuanue. KM — xupoBasi macca; TM — rtouias macca; AKM — aktuBHas kKietouyHasi macca; YOO — yjeibHbIii OCHOBHOW OOMEH;
B2K — BHeKkIeTOUHASI JKUIKOCTb.
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OCHOBHOM OOMEHE M KaTabOJIMYeCKOM HaIpaBIeHHOCTH
MeTaboJM3Ma JIake B OTCYTCTBUE TPOGUUYECKOTo aedu-
LIMTA Y JeTeH ¢ IeTCKUM 1epeOpaibHbIM TTapaJinuoM.

Ipn aHanu3e mnapameTrpa BHEKJICTOYHOM KUIKO-
CTU Yy JIeTell ¢ HeIOCTATOYHOCTBIO MUTAHUSI OTMEUEHO,
yto y 50% neBovexk u 33,3% MaabuMKOB BTOT IOKa3a-
Teb ObLT BBIIIE HOPMBI, M 3TO MOXET CBUIETEIBCTBO-
BaTh O 3aJepPKKe KUAKOCTU U CKPHITHIX oTekax. OKoJo
40% neteii UMeJIM TTapaMeTPbl BHEKJIETOYHOM XXKUIKOCTH
B TIpelesiaXx HOPMbBI, TIPU 3TOM CTATUCTUYECKU 3HAYM-
MBIX pa3inuuii 1o nosty He noJrydeHo (p=0,091). IToka-
3aTeJlb BHEKJICTOYHOM JKWAKOCTU BBHIIIE BEpXHEH TIpa-
HUIBI HOPMBI OBIT OTMeYeH v 58,8% nesouek u 47,6%
MaJibuuKoB (p=0,397) 6e3 HeaOCTAaTOYHOCTU TWUTaHUS,
YTO COTOCTABMMO C TOKa3aTesIMU y JIeTell ¢ HemaocTa-
TOYHOCTBIO TTUTAHUSI.

0GcyxaeHue

Ilpu nerckom 1epeOpadbHOM Tapajinye MHOXe-
CTBEHHbIC MATTePHBI IBUXEHUS (CMACTUYHOCTb, IUC-
TOHUU, AaTeTO3), MEHsIs JBUTAaTEJIbHYI0 aKTMBHOCTb
pebeHKa, BIUSIOT Ha OOMEHHBIE TTPOLIECCHl B OpPraHu3Me.
BepositHO, neTu ¢ AeTCKUM LiepedpaibHbIM Tapaaniom
UMEIOT 00I1IMe 3aKOHOMEPHOCTHU Pa3BUTHSI HYTPUTHUBHBIX
HapyLIeHWIi, a pa3BUBAIOIIMIACS TPODUISCKUI TeDUIIUT
yCyTyoIsieT MMeloluecss HapylleHUsI KOMITOHEHTHOTO
cocTaBa Tena.

Jetn ¢ neTckuM liepeOpaibHbIM MapaaTnyoM U Heslo-
CTaTOYHOCTBIO TUTAaHUSI OXHUIaeMO JI€MOHCTPUPYIOT
HapylIeHUs] KOMIIOHEHTHOTO COCTaBa Teja MO JaHHbBIM
ououmrnienancometpuun. [lpu GeKOBO-3HEPreTUYECKOM
HEJIOCTaTOYHOCTM MHTEHCHUBHOCTb M HAIlpaBJICHHOCTb
MeTabo1M3Ma MEHSIeTCSl, U HaJl POLIECCOM CUHTE3a Mpe-
00Js1agaoT Tpolecchl Karaboju3ma, 4To HaXOIUT OTpa-
JKeHUe B TIoKasaTesisiX yIeJIbHOTO OCHOBHOTO OOMeHa
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OPUINHAJIbBHbBIE CTATbU

KimHuko-MeTado0/myecKre ¥ HeBPOJIOrHYecKue HApyIeHUs y TOHOIMEeHHbIX
HOBOPOKJIEHHBIX OT MaTepeii ¢ reCTAIMOHHBIM CAXaPHbIM THA0ETOM

O.B. Pemnesa, O.B. Poxckosa, T.M. Yepkacosa, IO.B. Kopenosckuii, H.B. Tpyxauesa, H.JI. [ypesuu

®re0y BO «AnTaickuii rocyaapCTBEHHbI MeaUUMHCKUI yHBepcuTeT» MuHsgpasa Poccuun, BapHayn, Poccusa

Clinical, metabolic and neurological disorders in full-term newborns from mothers with
gestational diabetes mellitus

O.V. Remneva, O.V. Rozhkova, T.M. Cherkasova, Yu.V. Korenovskiy, N.V. Trukhacheva, N.L. Gurevich

Altai State Medical University, Barnaul, Russia

Lemb nccrenosanus. OnpesesieHne KIMHAKO-MeTA00MYeCKHX H3MeHEHHIl y ieTeil OT MaTepeii ¢ reCTAMOHHBIM CaXapHbIM AMa0eToM
U IPOTHO3UPOBAHKE NEPUHATAILHOTO MOPAKeHUs1 eHTpabHOI HepBHOI cucTembl (LIHC) ¢ yuerom ypoBHSI MATePUHCKOIi rUNEPIIHKEMUH.
XapakTepucTHKa AeTeil M MeToIbl MccienoBaHus. IIpoaHanM3upoBaHO TeyeHWe NMEepHOAA DaHHEH MOCTHATAJBHON AaaanTAMU
y 258 10HOLIEHHbIX HOBOPOXKIEHHBIX, KOTOPbIE ObLIM Pa3/ie/ieHbl HA 2 IPYNIbI B 3aBUCUMOCTH OT YPOBHS INIIOKO3bI B BEHO3HO# KPOBU
Marepu Bo Bpems OepeMenHocTu: B 1-ii rpynne — 5,1—5,6 mvMosib/a, B0 2-ii rpynne — 5,7—7,0 MMoJb/J1.

Pe3ynbraTel. Ha ocHOBaHMM KIMHHYECKUX, (DYHKIMOHATBHBIX U J1a00PATOPHBIX MApPKePOB (3/1EKTPOJIMTHBIH 0alaHC, OKa3aTe/H
YIJIEBOJHOTO 0OMEHA B KPOBU HOBOPOXKIEHHOT0) YCTAHOBJIEHA CBSI3b MEXKIY BbIPAKEHHOCTbIO MATEPUHCKOM TMNEPIIMKEMHUH U TSKe-
CThI0 HEOHATAJILHBIX HAPYIIEHUHI. Y HOBOPOXKIEHHBIX 2-ii IPYNNbI OT MaTepeii ¢ 0oJiee BbIPAXKEHHOI rHNEPIIMKEMHEN 10CTOBEPHO
yaie BbISIBJISIETCS PeCIUPATOPHBIA AUCTPECC-CHHAPOM M HIIEMHYECKH-THIIOKCHYECKOe OPAKeHHe IIeHTPAJIbHOI HEPBHOM CHCTEMbI
B COUYETAHUM C H30BITOYHOI MACCO¥ TeJIa P POKIIEHHH, YTO 3HAYNTENBHO 3aTPYAHSET HOCTHATAIBHYIO AJANTALMIO.

3akmouenne. Konnenrpauus Heiiponcnenuduyeckoii eHosia3bl B AMHHOTHYECKOM KUIKOCTH IUI0I0B, MO3BOJISIONIAS AHTEHATAILHO
MPOrHO3MPOBaTh NepuHaTaibHoe nopaxenne LIHC y HoBopoxaenHoro, coctasiser 4,9 Hr/mi1.

Kurouesvle cao6a: H060podcOeHHble, MAMEPUHCKAS 2UNEPRAUKEMUSL, 2eCMAUUOHHbIL CAXAPHbIL Ouabem, HelipoHCneyupu1eckas eHoaasd.

Ansa untupoBanus: Pem+esa O.B., PoxkoBa O.B., YepkacoBa T.M., KopeHosckuii O.B., Tpyxadesa H.B., lypesud H.J1. KnuHyko-meTabonnye-
CKMe Y HEBPOJIOrMYeCKNe HapyLLIEHWS Y IOHOLLEHHbIX HOBOPOXAEHHbIX OT Mareperi C recTaLmoHHbIM caxapHbiM anabeToM. Poc BECTH nepuHa-
Ton1 n neamatp 2021; 66:(3): 46-51. DOI: 10.21508/1027-4065-2021-66-3-46-51

Objective. To determine the clinical and metabolic changes in children born from mothers with gestational diabetes mellitus and to
predict perinatal injury of the central nervous system (CNS), taking into account the level of maternal hyperglycemia.

Material and methods. The period of early postnatal adaptation was analyzed in 258 full-term infants, who were divided into two groups,
depending on the glucose level in the mother’s venous blood during pregnancy: Group 1: 5,1—5,6 mmol/L, Group 2: 5,7—7,0 mmol/L.
Results. Based on clinical, functional and laboratory markers (electrolyte balance and carbohydrate metabolism in the blood of a new-
born) there was established a correlation between the severity of maternal hyperglycemia and the severity of neonatal disorders. In Group
II infants born from mothers with more severe hyperglycemia are more likely to have a respiratory distress syndrome and ischemic-hy-
poxic injury of the central nervous system in combination with excess birth weight which significantly complicates postnatal adaptation.
Conclusion. The concentration of neuron-specific enolase of 4,9 ng/ml in the fetal amniotic fluid is an antenatal marker of perinatal
damage to the central nervous system in a newborn.

Key words: infant, maternal hyperglycemia, gestational diabetes mellitus, neuron-specific enolase.

For citation: Remneva O.V., Rozhkova O.V., Cherkasova T.M., Korenovskiy Yu.V., Trukhacheva N.V., Gurevich N.L. Clinical, metabolic and
neurological disorders in full-term newborns from mothers with gestational diabetes mellitus. Ros Vestn Perinatol i Pediatr 2021; 66:(3): 46-51
(in Russ). DOI: 10.21508/1027-4065-2021-66-3-46-51

FCCTaHHOHHbIﬁ Ca)(aprIfI Z[I/Ia6CT — BaXHasa MEX-
JUCHUITJIMHApHAaA HpO6J’[CMa, KOoTOopas HaxXOOMTCA
B 30HC IIPpUCTAJIBHOI'O BHUMAHMUA aKyHICPOB-TMHECKO-
JIOr0OB, SHIAOKPHWHOJOIOB MW HCEOHATOJIOTIOB. 3abouie-
Ba€MOCTb HOBOPOXICHHBIX, BbI3BaHHasA BJIUAHUCM

MAaTepUHCKON TUMEPIIMKEMAM W IIPOSIBJISIOIIASCS
MOPDOGYHKIMOHAIBHBIMU ~ HAPYLICHUSIMU, HECMO-
Tps Ha yCTIEXM aKyIIepPCKOW TMabeTONOTUM, JOCTUTAET
80% [1, 2]. duaGetnueckass ¢dheTonaTusl BbISIBISICTCS
y 34,8% HOBOPOXIECHHBIX, B TOM uucie y 8,4%
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Pemnesa O.B. u coasm. K1mHuKo-MeTaboIMIeCKIE U HEBPOJIOTUYECKUE HAPYLUICHHUA Y JOHOIIEHHBIX HOBOPOXKICHHBIX OT MaTCpefI C reCTallMOHHBIM...

B TsXKesnoi hopme, a Tpu HelooleHKe (paKTOpOB puUCKa,
MO3IHEM Hayvajle U HeaJeKBAaTHOCTU Teparnuu J0CTUTaeT
60% [1, 3, 4]. Ang neteii ¢ nmabeTuueckoii peTonaTuei
XapakTepHa OoJibIasi oTepsl MepBOHAYATbHONW MacChl
TeJa M MeIJIeHHOE €€ BOCCTaHOBJIEHUE, CKIOHHOCTb
K PasBUTUIO TUITOKAJIbLIMEMUU, TUIOMAarHUEMUH,
MOJIMIUTEMUN, HaJU4YMe TPUOOPETeHHBIX WHMEKIIN-
OHHBIX 3a0oJyieBaHUl, (QYHKIIMOHAJIbHBIE OTKJIOHE-
HUSI B CEPAEYHO-COCYAUCTON CHUCTEME M HapylIeHUs
yrieBogHoro oomena. Cpenn (OyHKIMOHAJIBHBIX pac-
CTPOWCTB HOBOPOXJIEHHBIX OT MaTepeill ¢ recraiu-
OHHBIM CaXxapHbIM AMA0ETOM Ha IMEePBOM MECTE CTOSIT
HEBPOJOTUYECKHUE HapylleHusi, KoTopble B 20—58%
cllyyaeB COXpaHSIIOTCS M Ha TIepBOM TOAYy XKU3HU,
u B OoJjiee TO3aHEM Bo3pacTe [4—6].

B nurtepartype npemioxeH psii MOAXOI0B K yjydllie-
HUIO MIEPUHATAIbHBIX UCXO0B MPY reCTallMOHHOM caxap-
HOM auabeTe, U3 KOTOPbIX Haubosiee MPOCThIM SIBJISIETCS
aHAMHECTUYECKUIl ¢ BblIeJIeHneM (aKTOpOB pHcKa
[7, 8]. Ocoboe 3HaueHME B MTOCAECAHME TOABI CTaIN IIPU-
naBaTh (PYHKIIMOHAJIBHBIM M J1a0OPATOPHBIM TMPEINKTO-
paM HebJiaromnosyumsi mioga u HoBopoxjaeHHoro [9—11].
ITo naHHBIM JTUTEpPaATYpPHI, MPU FECTALIMOHHOM CaxapHOM
nuabeTe Bemylleil IaTojiIorueil B CTPYKType 3aboJjieBae-
MOCTHM HOBOPOXJIEHHBIX OCTaeTCs MepuHaTaJbHOE Topa-
JKeHue LeHTpaibHoi HepBHOU cuctembl (LIHC) rumok-
CUYECKU-UIIEMMYECKOTO IreHe3a.

Bruta ycraHoBIeHa KOppEsiius MeX1y pa3IndHbIMU
3a00JIeBaHUSIMU HEPBHOM CUCTEMBI Y ICTEH M aHOMAJIbHO
MOBBIIIIEHHBIM YPOBHEM ayTOAHTUTEN K BaXKHEWUIIIUM
HelipoTpoduHam [12, 13].

OnHako B HACTOSIIIEEe BPeMsl HET TOUHBIX KIMHUYEe-
CKMX, MHCTPYMEHTAJIbHBIX U JJaOOPaTOPHBIX MapKepoB,
MO3BOJISIIOIINX aHTEHATaJbHO IMArHOCTUPOBATh HEM-
poHasibHOE ToBpexaeHue. Pa3paborka mHpoOpMaTUB-
HBIX METOJIOB paHHEH IMarHOoCTUKU liepeOpalibHbIX
HapylLIeHUH TJ10/1a MPENCTaBsIeT cCO00 BaXkKHYIO 3a1auy
B pelleHUM TpoOyieMbl TepuHaTaIbHOW 3abosieBae-
mocTu. K maboparopHbIM Mapkepam IMepuHaTaJIbHOIO
MOBPEXACHUST HEPBHOW TKaHW OTHOCUTCS TJIMAJbHBIN
KUCBIN (UOPWILISIDHBIN OEIOK — KIIFOUYEBOM 0OesloK
ckeyiera, crielM(UYHBIA 1JISI aCTPOLMUTOB, a MMEHHO
HelipoHcnenuduyeckas eHonaza. OmHON M3 IPUYNH
MOBBIIIEHNS] KOHILIEHTPAallUM 3TOTO Oejika B OMOJIOTH-
YeCKUX KUIKOCTSIX TUIOAA CIYXXKUT MOBPEXACHUE HEPB-
HBIX KJIeTOK. KMmeeTcss He3HauYMTEIbHOE KOJMYECTBO
paboT, CBSI3aHHBIX C OIpeJeJieHUeM KOHIEHTpaluu
HelpoHcemM(UIEeCKO €eHoJa3bl B aMHUOTHMYECKON
KMAKOCTU TUIOJAAa KakK BO3MOXHOIO MapKepa Iepu-
HatanbHOro mopaxeHus LIHC mnona [14]. YuuTeiBas
BBICOKYIO 4acTOTy mnepuHaTtajibHoro mnopaxenust [{THC
Y HOBOPOXXJIEHHBIX OT MaTepeli C TeCTallMOHHBIM caxap-
HBIM 11a0eTOM, MBI MOTBITAINCH ONMPENEIUTh AUarHO-
CTMYECKYI0 3HAaYMMOCTb WM3MEHEHUsI KOHIIEHTpaluu
HelpoHcemM(UIEeCKO €eHoJa3bl B aMHUOTHMYECKON
KMAKOCTU JUISI TIPOTHO3MPOBAHUSI TEPUHATAIBLHOTO
nopaxenust LITHC.

]_[CJTI) nCCICOOBaHUA: OLICHKA KJIMHUKO-MeTabo M-
YECKUX MU HEBPOJIOI'MYCCKHX HapymeHm?I Y JOHOIICH-
HBIX HOBOPOXICHHBIX OT MaTepeﬁ C TIeCTalMOHHBIM
CaxapHbIM I[I/Ia6eTOM B 3aBUCUMOCTH OT BBLIPA’KCHHOCTU
TUTICPIITIMKEMUN.

XapakTtepucTuka getei u MeToAbl UCCnefoBaHus

WccnenoBaHue MpoBeneHO Ha KJIMHUYECKUX 0a3zax
Kadenap axkyliepcTBa U TMHEKOJOTUM C KypCOM JOIOJ-
HUTeIbHOTO npodeccruoHanbHoro oopazoanus (JAI10),
neguatpuu ¢ Kypcom IO Anraiickoro rocymapcTBeH-
Horo MenuimHckoro yHusepcuteta. B KI'BY3 «Anraii-
CKUI KpaeBOW KIMHWYECKUI TEepUHATAJbHBINA LIEHTP»
n KI'bY3 <«Anraiickuii KpaeBoW KIMHUYECKUI LIEHTP
OXpaHbl MAaTEPUHCTBA W JIETCTBAa» BBHITTOJIHEHO MPOCMEK-
TUBHOE HcCClieqoBaHue 258 MTOHOIIEHHBIX HOBOPOXKICH-
HBIX OT MaTepei, CTpajalollMX TeCTAllMOHHBIM caxap-
HBIM 1guabetoM. HoBopoxmeHHBIE OBUIM pa3iesieHbI
Ha 2 rpynmbl B 3aBUCUMOCTH OT YPOBHSI MaTepUHCKOM
TUTIEPIIMKEMUU BO BpeMsl OepeMeHHOCTH: 1-51 rpyria —
157 HOBOPOXIEHHBIX C YPOBHEM MaTePUHCKOU TUIEp-
rkeMuu 5,1—5,6 mmoinb/i; 2-g rpynma — 101 HoBopo-
JKIEHHBIN, YPOBEHb TMIIEPIIIMKEMUN MaTepeil KOTOPhIX
cocraBuia 5,7—7,0 MMosb/J1.

O1IeHKY COCTOSIHUSI JIOHOILIEHHBIX HOBOPOXIECHHBIX
B paHHEM HEOHATaJIbHOM MEePUOIE OCYIIECTBISUIN KITMHU-
YECKUMU, (PYHKIIMOHAIBHBIMU U JTAOOPaTOPHBIMU METO-
namu. Hannume u cremneHb TskecTw achpuMKCUM Orpene-
JIIIM TI0 TIKajie Amrap, CTENeHb TSKECTH JIbIXaTeIbHbIX
HapyleHnii — 1o 1mkazie JlayHca. /lmarHo3 mmabetude-
CKOM1 (peTomaTM BBICTABISLIN 1O 14 M3BeCTHBIM (DeHOTH -
MUYECKUM TIpU3HAKaM, KOTOPbIe BCTPEUaaucCh C pa3HOM
4yacToTol M B pasHbix couyeTaHusx [3, 4, 10]. U3 HeuH-
Ba3UBHBIX METOJIOB AWArHOCTUKMU HMCIOJb30Bald BXO-
Kapauorpaduio, yJIbTPa3ByKOBOE HCCJEIOBAHUE BHY-
TPEHHUX OpPraHoOB, HEWPOCOHOCKONHUIO, IYIIEKCHOE
CKaHUPOBAaHMUE COCYIOB T'OJIOBHOTO MO3Ta, PEHTTEeHO-
rpaMMmy TPYIHOHN KJIETKU. Y HOBOPOXIEHHBIX OTpeje-
JISIIM TIOKas3aTe/d KJIMHWYECKOTO M OMOXMMUYECKOTO
aHaJM30B KPOBU, BKJIIOYAsT 3JEKTPOJUTHBIN OajaHC,
YIJIEBOAHBI 00MeH (KOHILICHTPALIMIO KaJIbIIWsI, MarHMSI,
II0KO03bI, OmnmpyouHa). C 1eablo OLECHKM YIJIeBOMI-
HOro oOMeHa oIpee/ieHUe YPOBHS TJIMKEMUU Y HOBO-
pOXIEeHHOTro TipoBoaWJIM B TedyeHue 30 MUH Tocie
POXIIEHUS, a TaKXXe Kaxable 4 4 B TeUeHUE TEepBbIX 3
cyTok. OrmpenesieHUe 3JIEKTPOJUTHOTO OajiaHca KpOBU
HOBOPOXKIEHHOTO (KOHIIEHTPALIMY KaJbLMS W MaTHUS)
OCYLIECTBIISIIN yepe3 6, 12 u 24 4 1ocjie poXIECHUS.
OmnpeneneHre KOHIEHTPpALUMU OUJIMPYOMHA TIPOBOIVIN
Ha 3-U1 CyTKH.

KoH1ueHTpauo 0MoXUMMIIECKOTo MapKepa ITOBpeXKIe-
HUsI HEPBHOM TKaHM — HeWpocrenu@uIecKoil eHoJIa3bl
OTpeaesisyii  METOJAOM WMMYHO(EPMEHTHOIO aHajum3a.
OO0pa3iibl aMHUOTUYECKON XKMIKOCTU Opajii ¢ HadajioMm
POIOB IBYMSI CITIOCOOAMMU: IyTEM aMHUOTOMUM MPU MHIYK-
LIUY POJIOB, NMPY TUIAHOBOM KECapeBOM CEYeHUH TOCIe pa3-
pes3a Ha MaTKe /10 U3BJieueHus 1iona (n=54).
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CraTuctuyeckyro oOpabOTKy IOJIYyYeHHbBIX JaHHBIX
MPOBOAMJIA C TOMOIIBIO makera mporpamm IBM SPSS
Statistics Version 23,0. Pe3ynbratel mpeacTaBlieHBl B BUIE
MeIuaHbl MHTePKBAPTWJIBHOTO pa3Mmaxa [25-if mepreH-
TUJIb; 95-1i TIepUEHTUIIb]|, CpeaHel BeTMIMHBI, OTHOIIIE-
Hus madcoB (OL) u 95% moBepuTebHOTO WHTEpBajia
(AW). Ipynrbl cpaBHUBAIN C TIOMOIIBIO PAHTOBOIO aHa-
Jm3a Bapuanuii mo Kpackeny—Younucy ¢ mocieayromnmm
MapHBIM CpaBHEHMEM TpYIN TecToM MaHHa—YUTHH.
st onipeesieHUsT 9yBCTBUTEIBHOCTU U CIIEU(DUIHOCTH
KOJIMYECTBEHHOM TEepeMEeHHOM, a TakxKe OTpeIe/ICHUS
pa3aeNsIonero 3HauyeHMsl TIepeMEHHON WCITOJIb30BaH
Meton ROC-ananusza. Kputnueckuit ypoBeHb 3HaYMMO-
cru (p) npunumanu <0,05 [14].

PesynbTaThbl M 06CyXaeHne

Marepy HOBOPOXIEHHBIX OBUIM  COIOCTAaBUMBI
IO COLIMAJIBHOMY CTaTyCy, BO3pacTy, aKyllIepCKO-THHe-
KOJIOTMYECKOMY aHaMHe3y, COMaTUYeCKOMY WHIEKCY,
Te4eHU0 OGepeMeHHOCTH. Bce oOHU TMojydanu aMeTo-
tepanuio. CorjacHO aHajau3y POAOCIOBHBIX POICTBEH-
HUKOB TIEpPBOM JMHUM POJCTBA, CTPaJalOlIMX caxap-
HBIM 1uabeToM 2-ro tuna, umenu 18,0 u 42,0% marepeit
B 1 m 2-i1 rpynmax coorBetctBeHHOo (OII 2,7; 95% AU
1,14—6,48; p<0,05). 1o 6epeMeHHOCTH Y MaTepeil HOBO-
POXIEHHBIX 1-i TPYMIIBI CPelHsIsST Macca Tella COCTaB-
ssna 74,0£2,31 xr, 2-it rpynnbl — 82,7£3,19 k1, npuyem
MHIEKC Macchl Tejia 0osee 25 Kr/M? BCTpedacs y MaLu-
EHTOK 2-ii rpynnsl B 2 pasa vaiie (p<0,05) ripu conocra-
BUMOI CTPYKTYpe oxxupeHus (p>0,05).

Bo Bcex ciydyasix AMarHo3 TeCTallMOHHOTO caxap-
HOro nuabeTa BBICTABJIEH HAa OCHOBAaHWUU BBISIBIIC-
HUSI TUTIEPTJIMKEMUM Yy OepeMeHHOM Hatomak: B 1-i

31,8
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(6]

OPUINHAJIbBHbBIE CTATbU

IpyIIe MpU YpOBHE TJIOKO3bI B KPOBU JOCTUTAT 5,1—
5,6 MMoJb/11, Bo 2-it rpyrnme — 5,7—7,0 mmoib/n. Cratu-
CTUYECKY 3HAYMMBIX PA3JTUIUIA TIO CPOKY MTOCTAHOBKHM JTHA-
THO3a B CpaBHMBAEMbIX Tpymnax He BbissBiieHo (p=0,318).

ITpu onieHkKe 3(PHEKTUBHOCTU TUETOTEPATTUU, KOTOPOI
npuaepxuBaauch 86,0 u 79,3% matepeit 1 u 2-it rpyrin
COOTBETCTBEHHO, YCTAHOBJICHO, YTO YPOBEHB ITOCTITPAH-
NUAJIBHOM TUTEPIJIMKEMUHU Yy MaTepeil 2-il TpyIbl ObLT
nocroBepHo Boime (OII 3,3; 95% AU 1,27-8,76; p<0,05).
HeBo3MOXHOCTh TOCTMIKEHUSI IIEJEBBIX YPOBHEN TIJIIO-
KO3bI B KPOBU HATOILAK WJIU TIOCTIE TIpYeMa MUY Ha (poHe
JAETOTEPAITMM CTATUCTUYECKH 3HAYMMO Yallle TIPUBOANIIA
K HazHaYeHWIO MHCYJIMHOTeparuu Bo 2-it rpymme (12,9%
npotus 2,6% B 1-ii rpynme; p=0,05).

IIpy u3y4yeHUU COCTOSHUS JTOHOIIEHHBIX HOBO-
POXIEHHBIX B paHHEM HEOHATAJIbHOM TEPHUOJE TOJIY-
YeH COBOKYITHBIN KJIMHUKO-METabOIUUEeCKU «ITop-
TpeT». B yIOBIeTBOPUTEBHOM COCTOSIHUU C OLICHKOM
mo mkayue Amnrap 7/8 6amroB poaunuch 238 (92,2%)
MiaaeHueB, 18 nereit — B acpuKcum cpeaHeii cTeneHu
TsiKecTd U 1 pebeHoK — B Tsixkesnoi achukcuu. C mac-
COl Tejla, COOTBETCTBYIOIIEH TeCTAlMOHHOMY BO3pa-
cty, ponvuiuch 77,9% HoBopoxXAeHHBIX, 7,0% — Majo-
BECHBIMU, OCTajbHble 15,1% — KpYNHBIMH K CPOKY
recrauuu. Cumnrombsl mnopaxeHuss HHC wumemu-
YeCKU-TUITOKCUYECKOrO0 TeHe3a 3aperucTpupoBaHbI
y 79,9% HoBOpoXIeHHBIX. JIMarHO3 nnabeTUYeCcKOit
deronatuu BeicTaBieH 33 (12,8%) HOBOPOXKIECHHBIM.
PecriupaTtopHble HapylleHUs] — paclpoCTpaHEHHBIE
OCJIOXKHEHUS Tepuoaa paHHel afganTali — BBISIBIIS-
JINCh Y KaXJIOTO NecsIToro pebeHka. Bcem mpoBomm-
JIach caHalMsl BEPXHUX IBIXaTeJbHBIX MyTeil, 6 OeTIMm
MoTpeboBalach pecrupaTopHasi TOAAepkKa B BUIE

Puc. 1. MeTtaGonmmuecKue HAPYIIEHHS Y TOHOIEHHbIX HOBOPOK/IEHHBIX OT MaTepeii C reCTAMOHHBIM caxapHbiM quaderom, n=258 (%).
Fig. 1. Metabolic disorders in full-term infants born to mothers with gestational diabetes mellitus, n=258 (%).
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Pemnesa O.B. u coasm. K1mHuKo-MeTaboIMIeCKIE U HEBPOJIOTUYECKUE HAPYLUICHHUA Y JOHOIIEHHBIX HOBOPOXKICHHBIX OT MaTCpCfI C reCTallMOHHBIM...

CPAP, a n1ByM HOBOPOXAEHHBIM — HWCKYCCTBEHHas
BEHTWJISILIUS JIETKUX. Y 9 nmeTeil BISIBIEHBI BPOXIEH-
HbIE TTOPOKM Pa3BUTUS: Y 4 — TTOPOKHU cepaua (1eheKTo
MEXCOKEJTyTOYKOBOM  MEPErOpoOAKN, aTPUOBEHTPUKY-
JISIpHBIN KaHaj, TeTpaga Panno), y ocTaJbHBIX — aHO-
MaJIM Pa3BUTUS TOYEK (arjiasusi, TUMOTLIA3Usl, TUI-
poHedpo3, TUCTONNS ITOUYKHN).

PesynbraTh HCClIeJOBAaHUS 3JIEKTPOJIUTHOTO
OanaHca U oOMeHa BEIIECTB Y HOBOPOXICHHBIX TpE-
craBieHbl Ha puc. 1. Haubosee TskeabIM HeoHaTallb-
HBIM TIOCJIEACTBMEM TIpU HapYIIEHWU YIJIEBOIHOTO
oOMeHa CYMTaeTCsl TUTOTIIMKEMUSI HOBOPOXIECHHOTO,

B KavyecTBe IJIABHOW NPUYMHBI KOTOPOM paccMmaTpu-
BaeTcsl (heTaNbHbI TUIEPUHCYIMHU3M, pPa3BUBaO-
muiicsa Ha (OHEe TUTEPTIIMKEMUU MaTepy W TOBBIIIECH-
HOTO ITOCTYIUICHUS IIIOKO3BI K 1mony [1]. ¥V kaxkmoro
JecsIToro pebeHKa HaMM BBISIBICHBI THUITOTIMKEMUYE-
CKHME COCTOSIHMSI, KOTOpbIe ObUIM KYyMHUPOBaHBI BBEIE-
HUEM TJIIOKO3bl. [WIMoOKalbllMeMusi, AUarHOCTUPOBAH-
Hasl y KaXJIOro TPeThero pebeHKa, W TUIOMarHUeMUs
00yCJIOBWJIM HEOOXOAMMOCTh MEIMKAMEHTO3HOU KOp-
PEKIIMM PAacTBOPAMU DJICKTPOJIUTOB. 2KenTyxa ¢ ypoB-
HeM ob1iero 6unupyorHa Gosiee 256 MKMOJIb/JT BBISIB-
JeHa y 41 pebenka, moinuuutemMuss — y 59 nmereil.

Tabauya. YacToTa nepuHATAILHBIX OCIOKHEHUI Y HOBOPOK/IEHHBIX OT MaTepeii C reCTAMOHHBIM CAXAPHBIM AHA0ETOM C YUeTOM

YPOBHSI THNEPIITHKEMUH

Table 1. The frequency of perinatal complications in infants born to mothers with gestational diabetes mellitus taking into account

the level of hyperglycemia

YpoBeHb runepriMKeMun y MaTepi, MMOJIb/J1

Oc0XKHEHUs 5,1-5,6 (n=157) 5,7-7,0 (n=101) P
aoc. % aoc. %
Kpymabrit miox 25 15,9 26 25,7 0,054
Nuabetnyeckast heTomaTust 20 12,7 14 13,9 0,795
HeonaranpHas THIIOTIMKEMUS 13 8,3 14 13,9 0,153
HeonaranpHas xenrtyxa 22 14,0 9 8,9 0,219
JIpIXaTeJIbHBbIE PAacCTPOMCTBA 2 1,3 8 7,9 0,007
INepunaranpHoe nopaxenue LIHC (srerkoit u cpemaneit crerieHn) 93 59,2 81 80,2 <0,001
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Puc. 2. Konuentpaiys HeiipoHcnenpudeckoii eHoia3bl B AMHHOTHYECKO# 2KIIKOCTH JKEHIIUH C FeCTAIMOHHBIM CAXaPHBIM THA0ETOM.
Fig. 2. The concentration of neuron-specific enolase in the amniotic fluid of fetuses of mothers with gestational diabetes mellitus.
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Paznuuumii 1o mnokazaTesasiM BOJHO-3JEKTPOJIUTHOTO
OajaHca Yy HOBOPOXIEHHBIX CpPaBHUBAE€MBIX TPYMII
He ObL10 (p>0,05).

Hawm nipeacraBuiioch BaXKHBIM ITPOBECTU CPABHUTEb-
HYIO XapaKTepUCTUKY OCJIOXHEHUIT paHHETrO HeOHaTallb-
HOTO TepHuoJa JOHOILIEHHBIX HOBOPOXIEHHBIX B 3aBU-
CMMOCTH OT YPOBHSI TUTIEPTJIMKEMUN Y MaTepu BO BpeMs
O6epemMeHHOCTH. JlaHHBIE MpeacTaBIeHbI B TAOJIUIIE.

IMepunaranbHbie nopaxenusi HIHC u pecniupatop-
Hble HApYILIEHUSI CTaTUCTUYECKU 3HAYMMO Yallle BBISIB-
JISUTUCH Y AeTei 2-i1 rpyTIibl, MaTepyd KOTOPBIX BO BpeMsi
OepeMEeHHOCTH MMeJIU 00Jiee BICOKMI YPOBEHD TITIOKO3bI
B KpoBH (5,7—7,0 MMOJIB/JT) TIO CPAaBHEHUIO C TAKOBBIMU
C MeHee BBICOKMMHU TI0Ka3aTeJsIMU TUMEPTIMKEMUN
(5,1-5,6 mmounb/). BeIsiBJIeHA COMMOCTaBUMOCTD YPOBHSI
3HaYUMOCTH ¢ Kputndeckum (p=0,054) o yactore (op-
MUMPOBaHUsSI KPYITHOTO IUIOAA, YTO IO3BOJISIET IPENrno-
JlaraTh TEHACHIIMIO K TPSMOI 3aBUCUMOCTU OT YPOBHSI
MaTepUHCKOM INIMKEMUM.

KoHueHnTpanuo HelipoHcrenudUIecKoil eHoJa3bl
ornpeneasyii B o0Opasiiax aMHUOTUYECKOW KUIKOCTH,
B3SITOM /10 Hayajla pOAOBOM AesATeJIbHOCTU y 37 maiu-
€HTOK C recTallMOHHBIM caxapHbIM AnadbeTrom. Metonom
ROC-aHanuza ompeneneH aHTeHaTaJIbHbIM YypPOBEHb
HelipoHCcremM(UIECKO €HoJla3bl B aMHUOTHYECKON
KMAKOCTHU, TIO3BOJISIIOIIMI  MPOTHO3UMPOBATL TEepU-
HaTtanbHOe nopaxeHue LIHC noctHaranbHo. [lnomanb
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PaHHss 1MarHOCTHKA MOBBINIEHHOM )KeCTKOCTH MATUCTPAJIbHBIX COCYIOB Y OJIPOCTKOB
¢ (hyHKIMOHAILHOM NATOJIOTHEN BereTaTUBHOIO reHe3a

HU.B. Jleonmvesa’, U.A. Kosanes', M.A. Illkonvrurosa’, KO.C. Hcaesa', A.H. [lymunues’,
E.H. Jlyounckas?, O.H. Txauesa?, JI.B. Mavexuna’

'0OCIN «Hay4HO-mMccnenoBaTenbCKnii KIMHUYECKNIA MHCTUTYT neamatpum um. akagemuka K0.E. Benbtuwesa»
PGraoy BO PHUMY um. H.U. NMuporosa MuH3apasa Poccun, Mocksa, Poccus;

20CIN «Poccuiicknin repoHTONOrMYeCKMiA Hay4HO-KIMHUYECKUA LeHTp» PrAOY BO PHUMY nm. H.U. MNMuporosa
Mwunsgpasa Poccumn, Mocksa, Poccusa

Early diagnosis of increased stiffness of great vessels in adolescents with functional
pathology of vegetative genesis

LV. Leontyeva', I.A. Kovalev', M.A. Shkolnikova', Yu.S. Isayeva', A.N. Putintsev’,
E.N. Dudinskaya?, O.N. Tkacheva®, L.V. Machekhina®

Weltischev Research and Clinical Institute for Pediatrics of the Pirogov Russian National Research Medical University,
Moscow, Russia;
2Pirogov Russian Gerontological Research and Clinical Center, Moscow, Russia

Y 40 noapocTtkoB 15—17 net ¢ (hyHKUHOHAIIBHOI CepIeYHO-COCYIUCTO MATO/I0THEl BEreTATHBHOIO reHe3 BbINOJIHEHO 24-4acoBoe
MOHHMTOPHPOBAHHE APTEPUAIBLHOTO JAaBieHus (ocumLioMeTpudeckum Metonom BPLab Vasotens, OO0 «Ilerp Tenerun», Huxumii
Hosropos) ¢ oueHKoii mapaMeTpoB IIEHTPATLHOTO APTEPHAILHOTO JABJICHHS M PUTHIHOCTH MATUCTPAJIbHBIX APTEPHId.

BbisiB/IeHO 10CTOBEPHO 00Jiee BHICOKOE IEHTPAJIbHOE CHCTOIMYECKOEe AaBJIeHHEe B JHEBHbIE M HOUHbIE YAChl B IPYIMIe MOIPOCTKOB
¢ apTepuajbHOIi runepren3ueii (n=13) no cpaBHEHUIO ¢ NOAPOCTKAMYU C HOPMAJILHBIM APTePUAIbHBIM AaBiieHueM (n=27). Iloayyenst
JIOCTOBEPHO 00Jiee BHICOKHME NMOKA3aTeM CKOPOCTH PACTIPOCTPAHEHHUS MYJIbCOBOI BOJIHBI KAK B 11€JIOM 32 CYTKH, TAK M B THEBHbIE
¥ HOYHbIE YaChI B IPYIIE ¢ APTEPHATHHOI THIEPTEH3HEN 10 CPABHEHHIO C TPYIIOi MOJAPOCTKOB C HOPMAJIbHBIM APTEPUATILHBIM JIAB-
nennem. ITo mapamerpam BpeMeHH PACHPOCTPAHEHHS] OTPAKEHHOI MYJbCOBOW BOJIHbI, HHIEKCY AYTMEHTALMH OTINYMil He BbISIB-
JeHo. Bpems pacnpocTpaHeHHs 0TPaXKeHHON MyJIbCOBOIA BOJIHBI HOUBIO OBLIO 3HAYNTEILHO MeHbIlle, YeM AHeM. B rpynne ¢ aprepu-
aJIbHO¥ rHIePTeH3Heil CKOPOCTb PACTIPOCTPAHEHHUS IYJIbCOBOIi BOJIHBI B 20PTE KOPPEIHPOBAIA TOJBKO C TUACTOJINYECKAM CYTOYHBIM
W IHEBHDbIM JaBJieHHeM. Y MOJPOCTKOB ¢ HOPMAJIBHBIM aPTePUAILHBIM JABJIEHHEM CKOPOCTb PACHPOCTPAHEHUS IMYJIbCOBOI BOJIHBI
KOPPEJIMPOBAJIA C CHCTOJIMYECKUM U MYJIbCOBBIM APTEPUAIIbHBIM JIaBjieHHeM. VIHIeKC ayTMeHTAMH B TPYIiIie NOAPOCTKOB C ApTepPH-
aJIbHOIA TUMEPTEeH3Meil KOPPEIMPOBAJ C AUACTOIMYECKHM JaBJIeHHEM B OTIMYME OT IPYNNbl C HOPMAJIBHBIM APTEPUALHBIM JABJIe-
HHEM, [J1e T0JI00HAs KOPPeJIsAINS He BbIsBJIEHA.

Karouesvte caosa: noopocmiu, jcecmiocms cocyOUcmoi CmeHKu, YeHmpaibhoe aopmanbioe 0agaeHue, panHee cocyoucmou cmape-
HUe, apmepuanbHas 2unepmeH3ust, Cymo4Hoe MOHUMOPUPOBAHUE APMePUANbHO20 0ABACHUSL.

Ansa untuposanuns: JleoHtsesa U.B., Koanes U.A., LLIkonbHukosa M.A., UcaeBa I0.C., lNMytuHues A.H., AyavHckas E.H., TkaveBa O.H., Maye-
xvHa J1.B. PaHHSIs1 AanarHOCTUKa MOBLILUEHHOM XeCTKOCTU MarncTpasibHbiX COCYA0B Y MOAPOCTKOB C QYHKLMOHAIbHOV narosorveri Beretatus-
Horo reHesa. Poc BecTH nepuHaron n neguatp 2021, 66:(3): 52-61. DOI: 10.21508/1027-4065-2021-66-3-52-61

40 adolescents aged 15—17 years with functional cardiovascular pathology of vegetative origin underwent a 24-hour blood pressure
monitoring (using the oscillometric method BPLabVasotens, Peter Telegin LLC, Nizhny Novgorod) with an assessment of central
blood pressure parameters and rigidity of the main arteries.

The scientists found significantly higher values of central systolic pressure during the day and night hours in the group of adolescents
with arterial hypertension (»=13) compared to adolescents with normal blood pressure (n=27). They determined significantly higher
values of the pulse wave velocity both during 24 hours and in the day and night hours in the group with arterial hypertension compared
to the group of adolescents with normal blood pressure. No differences were found in the parameters of the propagation time of the
reflected pulse wave and the augmentation index. The time of the reflected pulse wave propagation was significantly lower at nighttime
compared to the daytime. In the group with arterial hypertension, the rate of pulse wave propagation in the aorta correlated only with
the values of diastolic pressure over 24 hours and diastolic pressure in the daytime. In the adolescents with normal blood pressure,
the pulse wave velocity correlated with systolic and pulse blood pressure. The augmentation index in the group of adolescents with
arterial hypertension correlated with diastolic pressure, in contrast to the group of adolescents with normal blood pressure, where
such a correlation was not detected.

Key words: adolescents, vascular wall stiffness, central aortic pressure, early vascular aging, arterial hypertension, daily blood pressure
monitoring.

For citation: Leontyeva I.V., Kovalev I.A., Shkolnikova M.A., Isayeva Yu.S., Putintsev A.N., Dudinskaya E.N., Tkacheva O.N., Machekhina L.V.
Early diagnosis of increased stiffness of great vessels in adolescents with functional pathology of vegetative genesis. Ros Vestn Perinatol i Pediatr
2021; 66:(3): 52-61 (in Russ). DOI: 10.21508/1027-4065-2021-66-3-52-61

Cepz[equ-cocynMCTaﬂ MaTOJIOTHSI 3aHMMAET BEyllee
MECTO B CTPYKTYpEe CMEPTHOCTH Y JIML TPYAOCIIOCO0-
HOoro Bospacta. OCHOBHBIMU TIPUYMHAMM CMEPTHOCTH
OT CEp/ICYHO-COCYAMCTOM MATOJOTUU CJIYyKaT apTeprasib-

52

Hasl TUIIEPTEH3US] U aTepPOCKIEPOTUYECKOe TOpaXkeHHe
cocynuctoro pycia [1—4]. B Hacrosiiiee BpeMsI He BBI3bI-
BaeT COMHEHMsI, YTO MCTOKM 3a00JIeBaHUSI B3POCIBIX
OTHOCATCA K JETCKOMY BO3pacTy, U 3TO IUKTYeT HeoO-
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Jleonmvesa U.B. u coagm. PaHHsIs1 TMarHOCTUKA TIOBBILIEHHOM XeCTKOCTH MarucTpajbHbIX COCYI0B Y ITOAPOCTKOB C q)yHKHI/IOHaJIbHOﬁ MATOJIOTHEN. ..

XOIMMOCTb paHHEM TMAarHOCTUKY HavyaIbHbIX M3MEHEHMIA
COCYIUCTON CTEHKHU C 1IeJIbI0 CBOEBPEMEHHOTO Hauajia
MPEBEHTUBHBIX MEPOIIPUATHIA, YTO BaXKHO JIST 3aMe[-
JIEHWsSI TIPOTPECCUPOBAHUS TIATOJOTMM W/WJIM perpecca
HauaJdbHbIX M3MeHeHuil [5]. TlaTosornueckue u3MeHe-
HUSI KPYITHBIX COCYIOB BHOCST 3HAYMTEJbHBIN, a 4acTo
pellaonii BKJIaJ B MOBBIIIEHUE pUCKa Pa3BUTHUS Cep-
JIEYHO-COCYIMCTHIX OCJOXHEHMI WU CMEPTHOCTU OT HUX.
ITpu 3TOM CHMXXEHUE 3JTACTUIHOCTU COCYIMCTON CTEHKU
U pa3BUTHE aTePOCKIIEPOTUIECCKIX UBMEHEHM BBISIBIISIIOT
yKe Ha paHHEM dTarie B ITOAPOCTKOBOM Bo3pacte [5—S].

B pesynbrarte McciaenoBaHuil, TPOBEACHHBIX Y B3pOC-
JIBIX TIALIMEHTOB, HAKOIJICHO JTOCTATOYHO JAHHBIX, CBU-
JIETEIbCTBYIOIIMX O BAXXHOCTH OMPEAESICHUS KECTKOCTU
apTepuabHOM CTEHKM KaK IOoKa3aTelisl, XapaKTepu3yro-
mero peMoaeanpoBanue cocynos [1, 9, 10]. 3amepenue
CKOPOCTH ITyJIbCOBOI BOJIHBI MPU3HAHO «30JIOTHIM CTaH-
JIapTOM» OLICHKU PUTUAHOCTH apTepuii. [TokazaHa BbICO-
Kasi TMPOTHOCTUYECKAs ILIEHHOCTh TaKMX IoKa3aTelieid,
KaK CKOPOCTb IMYJIbCOBOM BOJIHBI, LIEHTPAJIbHOE CHUCTO-
JIMYECKOE U TYJIbCOBOE TAaBJICHUS B a0pTe IS CTpaTU(hU-
KAl pUCKa Pa3BUTHS CEPACUHO-COCYAUCTHIX OCIOXKHE-
Huii [1, 2]. YcTaHoBIEHO, YTO HaMOOJIbIINE U3MEHEHMS
JKECTKOCTH M IIEHTPAJIbHOTO apTepUaIbHOTO JaBICHUS
XapaKTepHBI JJIS JIUI[ ¢ METabOJIMYECKUM CHUHIPOMOM
U apTepuaabHoil runepreHsueii [10].

B 2005—2006 rr. uccnenosarenu u3 Mramuu u CIIA
MPEJIOKWIA HOBBIM TEPMHUH «COCYIHUCTOE CTapeHUE».
OHo mpencTaBiseT COOOM TeHEepaJM30BaHHBINA IIPO-
11ecc, 3aTparuBalolIdii Bce CJIOM apTepHalbHOM CTEHKU,
B OCHOBE KOTOPOTO JIeKaT CTPYKTypHble M (DYHKIINO-
HaJlbHblE M3MEHEHUs1 KpymnHbIx aprepuil [11]. PanHee
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COCYIMCTOE CTapEHME — 3TO YCKOPEHHOE pa3BUTUE TATO-
JIOTMYECKUX M3MEHEHUI y TalMeHTOB C BHICOKUM pPUC-
KOM pa3BUTHUsI CEPACUYHO-COCYIMCTBIX 3a00JIeBaHUI.
IIpu 3TOM OTHOBPEMEHHO MPOUCXOIST MPOILIECCHI apTe-
PUOCKJIEpO3a, BbIpaXKaIIeTrocsi B JereHepaluy 31acTh-
YeCcKMX BOJIOKOH, HAKOIIJIEHUH KoJIJIareHa B MEIMU COCY-
nuctoit cteHku [12]. OcHOBHbIE M3MepsieMble MapKepbl
COCYIMCTOTO CTapeHUs BKIIOUYAIOT TTapaMeTpbl PUTUIHO-
CTU B a0pTE U COHHBIX apTepUsIX, LICHTPAIbHOE JaBJICHUE,
IUaMETP TTPOCBETa a0PThl U COHHBIX apTepuil, TUCHYHK-
LIMIO SHAOTEJIUS 1 TOJIIMHY KOMILJIEKCa MHTUMa-Meaia
coHHbIX aptepuii [13]. UMeHHO OHU B HacTosiIIee BpeMsl
paccMaTpMBalOTCSl KaK apTepuasibHble TKaHEBbIE Map-
Kepbl, BO3MOXHO, Ooyiee crieiudUYIHbIE W 3HAYNMBIC
IUISI OLEHKM pHUCKA pPa3BUTUS CEpAEUYHO-COCYIUCTOMN
MaToJIOTUH, YeM LIMPKYJIUpylolire 6uomapkepol. B KoH-
eI COCYIUCTOIO CTapeHUs] MOHSITUE «PUTUIHOCTH
(3KeCTKOCTh) apTepuii» OTpaxkaeT CyMMapHOEe BIIUSHUE
BH/IO- U 3K30TeHHBbIX (PaKTOPOB pUCKA Ha COCYIUCTYIO
CTEHKY B Tipouiecce oHToreHe3a. [loBbIllIeHME PUTUIHO-
CTU apTepuii MO3BOJISIET OLIEHUTh UCTUHHOE TOBPEXIe-
HUE apTepuaibHON CTEHKU, B OTJIMYME OT KJIACCUUYECKUX
(GaKTOpOB pUCKa CepaeuyHO-COCYINUCTOI ImaToyioruu [14].

OlleHKa COCTOSIHUSI COCYIMCTOW CTEHKM Yy JIMIL
MOJIOZIOTO  BO3pacTa  MPEACTaBJsSIeT  TMOBBIIEHHbIN
WHTEPEC B CBSA3M C BO3MOXHOCTBIO MPELYNPEXKICHUS
WJIM perpecca BbISIBJIEHHbIX MU3MEHEHUIT Ha (DOHE Heme-
NMKAMEHTO3HOM U MeIMKaMeHTO3HOM Tepanuu. [Ipume-
HEHME HOBBIX HEMHBA3MBHBIX TEXHOJOTUM IJISI OLIEHKU
JKECTKOCTU COCYIMCTOM CTEHKU B Xone 24-4acoBOTO
MOHUTOPMPOBAaHUS apTepualibHOTO napiieHus (AJl) maet
BaXkKHYI0 MH(MOPMAIIMIO O HayaJbHBIX CUMIITOMAaX PeMO-
NIEJIMPOBAaHMUSI COCYIOB, MPU 3TOM OHM COITOCTaBJISIIOTCSI
¢ cyrouHbiMu usmepeHusimu AJl [8]. [TokazaHo, uTo yBe-
JINYEHWE XECTKOCTU COCYIOB acCOLMMPYETCSl C TUIep-
Tpodureit Mruokapja y moapoCTKOB U JIMI] MOJIOIOTO BO3-
pacra [15]. PanHee BBISIBIIEHME JIMLI MOJIOJOTO BO3pacTa
C TIOBBIIIEHHOM 3KECTKOCTbIO apTepUaIbHBIX COCYIOB
BaXKHO JUISI BbIJICJIGHUS] TPYMIIbl JIMII C TIOBBIIIEHHBIM
PUCKOM DPa3BUTHS CEPAEYHO-COCYAUCTHIX 3a00JIeBaHUM
U CBOEBPEMEHHOro Havajia MpoUIaKTUUYECKUX Mepo-
npusTuii [16]. K coxkaneHuto, 10 HACTOSIIIETO BPeMEHU
HE TPOBOAWJIMCH KPYITHBIE MCCIEIOBAHUS, B KOTOPBIX
ObUIM OBl YCTaHOBJIEHBI pedepeHCHbIE 3HAYeHUS LIEH-
TPaJIbHOTO AABJIEHUS 1 XKECTKOCTU MarucTpaibHbIX COCY-
JIOB B TEUEHUE CYTOUHOTO MOHUTOpUpoBaHus AJl y nereit
U MOJPOCTKOB.

Ieab nccnenoBanus: OLEHUTDH MapaMeTPhbl LIEHTPAIb-
HOTO apTepuUaJibHOTO JAaBJIEHWSI WM PUTUIHOCTU Maru-
CTpaJIbHBIX apTepuil y MOAPOCTKOB C (PYHKIIMOHAIbHOM
CepAeYHO-COCYIMCTOM MAaTOJIOTUEH.

XapakTtepucTuka getei u MeToabl UCCnefoBaHus

O6cnenoBanbl 40 mammeHToB 15—17 JneT, HaxoAuB-
LIMXCSI Ha 00CJIeIOBAHUY B IETCKOM KapAMOJI0THUYECKOM
otnenenun HUKW nequarpum ¢ nuarHo3om: yHKIIMO-
HaJlbHasl CEplIEeYHO-COCYAMCTasl TATOJIOTUsI BereTaTHB-
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Horo reHe3a. B 3aBucumocTtu ot ypoBHsi A/l oHU ObLIM
pasfesieHbl Ha 2 TPYIIbL C apTepUaJbHOI TUIIEPTEH-
3Uell Mo JMaHHBIM oUCHBIX 3HaYeHUit AJl Gosee 95-ro
npoueHTuas (13 TalmuMeHTOB) — OCHOBHAas TIpymra
1 HOpMasibHBIM ypoBHeM AJl (27 manueHTOB) — rpymra
cpaBHeHus1. OpraHuyeckoe MOopaXeHue CepaeyHO-Co-
CYAUCTOM CUCTeMBI (BPOXIEHHBIE W TPUOOPETEHHBIC
MOPOKU Cep/ilia, KapAMOMMOTIaTHM ), a TAKXKE HapyIICHUS
pUTMa cep/lia v TPoOBeACHMS ObLIIM UCKIIOYEHBI HA OCHO-
BaHMM (U3UKAJIBHOIO OOCIeHOBAaHMUSI U Pe3yIbTaTOB
DJIEKTPO- U 3Xokapauorpaduu. Bcem o0OciemyeMbIiM
MIPOBOAMJIOCH 24-4acoBOE CYyTOYHOE MOHMTOPHPOBaAHUE
AJl ocumnnomerpuyeckum nardyrkoM (BPLabVasotens,
000 «Iletp Tenerun», Huxuuit Hosropon», Poccust).
IIpn mpoBemeHUM CYTOYHOTO MOHUTOpUpoBaHUsS AJll,
Hapsay ¢ nepudepuyecKkuM AaBJIEHUEM, MPOBOIMIOCH
U3MEepeHNe LIEHTPAJIbHOIO MaBjeHUs (CUCTOJIMYECKOTO,
IMACTOJIMUYECKOTO, MYJIbCOBOI0), WHAEKCAa ayrMeHTa-
unu (Alxao, %), aMIuMUKaLMU TTYJTLCOBOTO JTaBJICHUS
(PPA, %) v onipefiesieHre CYTOYHBIX TTOKa3aTeJIel pUTHI -
HOCTM apTepuil: CKOPOCTU IyJIbCOBOW BOJHBI B aopTe
(PWVao, m/c), BpeMeHU pacripoCcTpaHeHUsI OTpaXkeHHOM
BosiHbl (RWTT, mc). Bece obGcienoBaHHble HEe MoOJyvyaiu
MEIMKaMEHTO3HOM Teparuu.

CTaTUCTUYECKUI  aHAIM3 TIOJYYEHHBIX JaHHBIX
ObUI BBINTOJIHEH C IMOMOIIBIO MporpaMmMbl Statistica 6.1
(«StatSoft Inc», CIIA). KonanuecTBeHHbIE TPU3HAKU
MpeACTaBIeHbBl B BUIE MeIWaH M WHTEPKBAPTUIIBHBIX
uHTepBaaoB. CpaBHeHHUE BBIOOPOK IO KOJIMYECTBEH-
HBIM TIOKa3aTeJisiM TPOU3BENEHO C OIMpeaeeHUEM
U-kputepusi MaHHa—YUTHU (7151 IBYX HE3aBUCHMBIX
rpymin), Kpurepusi BuikokcoHa (151 3aBUCUMBIX TPYIIM),
10 KaYECTBEHHBIM TOKa3aTeJIsIM BBITIOJHSIOCH TTOCTPOE-

OPUINHAJIbBHbBIE CTATbU

HUE TaOJUIl CONMPSIKEHHOCTU M WX aHAJIu3 C MpUMeHe-
HueM Kputepus x> B Moaubukaiuu [MupcoHa. YcraHoB-
JIEH YPOBEHb CTaTUCTUYECKOM 3HaunmocTu p<0,05.

Pesynbrathl

Cyrounble rokaszatenu A/l 1ocToBEpHO pa3inyainch
B JBYX TOATIPYIIaxX B 3aBUCUMOCTH OT MCXOIHBIX 3Ha-
yeHuit opucHoro AJl. B rpynme gereit ¢ aprepuaibHOt
TUTIEPTEH3ME MO CpaBHEHMIO C TPYIIIOW C HOpMaslb-
HbIM AJl ObUIM JAOCTOBEPHO 0oOJiee BBICOKMMU CpPEIHE-
CYTOYHOE, THEBHOEC M HOYHOE CHUCTOJIMYECKOEe M JHa-
crommueckoe Al 3a CyTKM M B JIHEBHBIE Yachl, a TaKXe
rnokxasareJsiu IyJibcoBoro AJl 3a cyTkM, ieHb U HOUb. Pa3-
JIMYUIA TI0 YaCTOTE CEPIEYHBIX COKpPAIICHUIN HE BbISIB-
JieHo (tada. 1).

3HaYeHUs LIEHTPAJIbHOTO JaBJICHUSI M1 CKOPOCTHU pac-
MPOCTpaHEeHUs MYJIbCOBOM BOJHBI B aOpTe, MHIEKC ayr-
MeHTaluuu 1 aMruimdukanuy AJl 1o JaHHBIM CYyTOYHOTO
MOHHUTOPUPOBAHUS MPEICTaBIeHbI B Ta0I. 2 U 3.

BrhIsIBIIeHBI TOCTOBEpHO 0oJiee BBICOKHME 3HAYCHUS
LIEHTPAJIbHOTO CUCTOJIMYECKOTO NaBJIEHUSI KaK B JTHEB-
HbIE€ M1 HOUHBIE Yachl, TaK W 3a CYyTKU B 1IEJIOM B IpyIIIie
MOAPOCTKOB C apTepuabHON TUIIEPTEH3UEN IO CpaB-
HEHUIO C MOAPOCTKaMU ¢ HopMaibHBIM AJl. Tlpu sToM
3HaUeHUE LEHTPAJIBHOIO CHUCTOJUYECKOTrO JAaBJICHMS
He MpeBbIano 95-i MPOLEHTUIIb pacTipeie/ieHus 3TOro
MpU3HaKa [JIs1 COOTBETCTBYIOIIETO TMOJla W BO3pacTa.
B T10 Xe Bpewmsi ypoBeHb auacronuyeckoro A/l He paz-
JINYAJICS B IBYX TPYINax. YpOBeHb LIEHTPATbLHOTO MYJIb-
COBOTO JIaBJieHMsI ObLT [TOCTOBEPHO 00Jiee BBICOKUM
B TPYIIIE ¢ apTepHUaJIbHOM TUTIEPTEH3UEN 110 CpaBHEHUIO
C TaKOBBIM Y TTOAPOCTKOB ¢ HOpMaJIbHBIM A/l B cpenHeM
3a CYTKM M B JHEBHBIC Yachl. Pazmmyus B mokaszaTessix

Tabauya 1. Ilokazaremn nepugepuyeckoro AJl u yactorsl cepaeynbix cokpamenuii (YCC) y moapocTKOB Mo TaHHBIM CYTOYHOTO

MOHHMTOPHPOBAHNS B 3aBUCHMOCTH OT 0(puCHOro ypoBHs AJl

Table 1. Indicators of peripheral blood pressure and heart rate (HR) in adolescents according to daily monitoring data, depending

on the office level of blood pressure

TTanueHTbI CAllc CAlIn CAln  JIAIc JAIx JAImn TIAIc TIAJIn IIAJIln YCCc YCCn YCCu
C AT (n=13)

Mennana 128,00 132,00 118,50 71,0 72,0 61,50 56,0 58,00 50,50 79,00 79,00 59,00
25-in 122,50 123,50 111,00 66,0 68,00 54,25 51,5 52,50 48,00 65,50 69,50 56,25

[TpouenTrIn
75-i1 137,00 143,00 121,75 76,5 82,00 68,50 67,5 68,00 68,00 82,50 89,00 68,50

bes AT" (n=27)

Mennana 115,00 116,00 105,00 66,0 68,00 58,00 44,0 45,00 43,00 70,00 74,00 56,00
25-i1 106,00 112,00 94,00 64,0 67,00 53,00 38,0 40,00 39,00 63,00 66,00 54,00

IMpoueHTmAN
75-i1 123,00 126,00 110,00 71,0 73,00 63,00 52,0 52,00 54,00 77,00 81,00 63,00
YpoBeHb 3HAYMMOCTHU 0,001* 0,0001* 0,0001* 0,07 0,106 0,358 0,001* 0,002* 0,003* 0,197 0,168 0,258

Ilpumeuanue. *p<0,05 — ypoBeHb ACUMIITOTUYECKOM 3HAYMMOCTU KpUTepUsi MaHHa—YUTHU CpaBHEHUS paclpeie/ieHUs apaMeTpoB [UIsl He3a-
BUCUMBIX BBIOOPOK (manmeHTsl ¢ Al u 6e3 Al'). AI' — aptepuanbnas runeprensusi, CAJ/lc — cuctonnueckoe apTepruaabHOe TaBieHue (CyTKH);
CAJln — cucronnyeckoe aprepuaibHoe napieHue (1eHb); CAIIH — cucroiinyeckoe apTepuaibHoe naBieHue (Houb); JAdc — nuactoiauyeckoe
apTepuaibHoe naBieHue (cytkun); JAIln — auactonnyeckoe apTepuaibHoe AaBieHue (IeHb); JAJIH — nuactoanyeckoe apTepualbHOE JaB-
snenue (Houb); [TA/lc — nynbcoBoe apTepuaibHoe aaBieHue (cytku); [TAlx — mynbcoBoe aprepuaibHoe naBieHue (neHb); [TAIH — myabco-
Boe apTepuajibHoe aapieHue (Houb); YCCc — yactora cepaeuHbiX cokpalieHuii (cytku); YCCn — yactoTra cepeuHbIX COKpAILEHUI (IeHb);

YCCH — yacToTa cepeqHbIX COKpalleHUi (HOYb).
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Jleonmvesa U.B. u coagm. PaHHsIs1 TMarHOCTUKA TIOBBILIEHHOM XeCTKOCTH MarucTpajbHbIX COCYI0B Y ITOAPOCTKOB C Q)yHKL[I/IOHaJ'[I)HOFI MATOJIOTHEN. ..

LEHTPAJILHOIO ITYJbCOBOTO JABJICHUSI B HOYHbIE 4YacChl
He JOCTUIJIM CTAaTUCTUYECKOM 3HAUYUMOCTH.

CKOpOCTh  paclpoCTpaHEeHUsI IIyJIbCOBOIl  BOJIHBI
oKazajach JOCTaTOYHO BBICOKOW Yy JeTel KaK ¢ MOBbI-
IIEHHBIM, TaK M ¢ HopMmaidbHBIM AJl. YcraHOBIEHBI
JIOCTOBEPHO 00Jiee BHICOKME 3HAUEHUSI 3TOTO MapameTpa
KakK B LICJIOM 3a CYTKM, TaK U B JIHEBHbIE 1 HOUHbIC YaChl
B rpynre ¢ apTepuaabHOM r'UIIePTEH3UEN 110 CPABHEHUIO

¢ rpynrmoii ¢ HopmaiabHbiM AJl. [Ipu aHanu3ze cyTouHoM
NUHAMUKW JTAaHHOTO TIOKasaTelsisi oOpallaeT BHHUMaHME
ero 3HaAYMTEJIbHOE CHUXXEHUE B HOUYHBIE Yachl IO CpaB-
HeHMIO ¢ JHeBHbIMU. Kpome TOoro, orMeudeHbl I0OCTO-
BEpHBIE OTJIMYMS 110 MaKCUMaJIbHOM CKOPOCTU HapacTa-
Hus AJl B 1mieyeBoil apTepun, YpOBHU KOTOPOTO ObLIU
3HAUUTEJIbHO 0o0Jiee BBICOKMUMHU B TPYIIE IOAPOCTKOB
¢ apTepuajbHOI rurnepreHsueit. Bmecte ¢ Tem mo napa-

Tabauya 2. Tlokazarean HeHTpabHOro AJl y noipocTKOB MO IAHHBIM CYTOYHOTO MOHMTOPUPOBAHKS B 3aBUCUMOCTH OT 0(hUCHOrO
ypoBus AJl

Table 2. Indicators of central blood pressure in adolescents according to daily monitoring data, depending on the office level of blood
pressure

TTauueHToI) CAllaoc* CAllaon* CAlaon* JIAlaoc JIATaon JATaon  ITAlaoc* TIIAaox* ITA/laon*
CATI (n=13
MenuaHa 114,00 115,00 104,50 73,00 74,00 62,00 38,00 38,00 38,00
25-u 107,50 107,50 99,75 66,50 70,00 54,50 35,00 35,00 34,00
IMpoueHTHIN
75-n 118,00 123,00 107,75 78,00 84,00 69,75 47,00 45,50 50,75
bes AT (n=27)
Menuana 103,00 105,00 94,50 68,00 70,00 59,00 31,00 31,00 33,00
25-i 95,00 98,00 85,75 66,00 68,00 54,75 29,00 28,00 28,75
ITpouenTunu
75-n 108,00 109,00 101,00 72,00 74,00 64,00 35,00 36,00 37,25
YpoBeHb 3HAYNMOCTHU 0,001" 0,001" 0,001" 0,083 0,089 0,343 0,003" 0,005 0,012°

IIpumeuanue. *p<0,05 — ypoBeHb aCUMIITOTUYECKOI 3HAUMMOCTU KpUTeprst MaHHa— YUTHU CpaBHEHUS pacrpe/ie]IeHUs MapaMeTpoB ISl He3a-
BUCUMBIX BbIOOPOK (ratneHTsl ¢ Al' u 6e3 AI). A" — aprepuanbHas runepreHsust; CAJlaoc — LIeHTpaJibHOE CHUCTOJIMYECKOE apTepraibHOe
nasienue (cytku); CAllaon — 1ieHTpalbHOE CUCTOIMYECKOe apTepuanbHoe aaBaeHue (aeHb); CAlaoH — LEHTpalbHOE CUCTOIMYECKOE apTe-
puanbHOe AaBiaeHue (Houb); JJAJlaoc — eHTpabHOE AUACTOJIMYECKOE apTepualibHOe naBieHue (cyTkun); JAlaon — LeHTpajbHOE TUACTOIM -
yecKoe apTepuaibHoe naBieHue (neHn); JJAJJlaoH —— leHTpalbHOE TUACTOIUIECKOe apTepraibHoe 1aBieHue (Houb); [1AJlaoc — ieHTpasbHOe
MyJIbCOBOE apTepuanbHoe aaBieHue (cytku); [TAJlaon — LeHTpajbHOE MyIbCOBOE apTepuaibHOe AaBiaeHue (1eHb); [TAJaoH — 1ieHTpaibHOe
MyJTbCOBOE apTepUaTbHOE TaBICHUE (HOYD).

Tabauya 3. Tloka3aTeau PUTHIHOCTH COCYIUCTON CTEHKH Y MOAPOCTKOB MO JAHHBIM CYTOYHOTO MOHUTOPUPOBAHHUS B 3aBUCHMOCTH
ot oducuoro yposus A/l
Table 3. Indicators of vascular wall rigidity in adolescents according to daily monitoring data, depending on the office blood pressure level

TTammeHTHI dP/dtc dP/dtnx dP/dta RWITc RWTTny RWITm Alxc Alxn Alxa  PWVaoc PWVaon PWVaon
CAT (n=13)
Mennana 858,0  916,0 7245 1570 157,0 167,0 —60,00 —60,00 —57,50 9,35 9,85 8,40
25 781,0 784,00 6692 146,0 140,5 157,5 —69,00 —71,00 —65,25 883 920 8,00
[TpoueHTUIN
75 1062,5 1081,0 910,0 173,5 170,5 176,2 —55,50 —54,00 —55,25 10,40 10,48 9,70
be3 A" (n=27)
Mennana 599,0  628,0 550,5 158,0 156,0 167,0 —61,00 —62,00 —59,00 8,60 890 8,15
25 550,0 564,0 467,0 152,0 1490 161,0 —64,00 —65,00 —62,75 8,00 820 7,35
ITpoueHTUIN
75 803,0 868,0 717,5 169,0 167,0 1752 —54,00 —57,00 —47,50 9,50 9,60 9,05
zﬁ‘c’ﬁz‘{“‘{a‘m‘ 0,001* 0,001* 0,005* 0,909 0,864 0,745 0,711 0,932 0,545 0,045 0,019 0,099

IIpumeuanue. *p<0,05 — ypoBeHb ACUMIITOTHUYECKOI 3HAYMMOCTU KpUTepUsi MaHHa—YUTHU CpaBHEHUST paciipeie/IeHUs TapaMeTpOB IS He3a-
BUCUMBIX BEIOOPOK (ranneHTsl ¢ Al 'n 6e3 AlN). Al — aprepuanbHas runepreHsust; dP/dtc — MakcumanbHasi CKOpocTh HapacTaHust A/l B rieyeBoi
aptepuu (cytku); dP/dtn — MmakcumaibHasi CKopocTb HapacTaHust AL B rieueBoit aprepuu (neHb); dP/dtH — MmakcuMaibHasi CKOpOCTh HapacTa-
Hus A/l B rieueBoii aprepun (Houb); PWVaoc — cKopocTh paciipocTpaHeHUsl MyJIbCOBOM BOJIHBI (cyTKM); PWVaon — ckopocTb pacrpocTpaHe-
HMUSI TYJIbCOBOI BOJTHBI (IeHb); PWVaoH — cKopocTh pacripocTpaHeHUs IYJIbCOBOI BOTHBI (HOUBb); AlXC — MHIEKe ayrMeHTaIuu (CyTkun); Alxm —
MHJIEKC ayrMeHTauuu (1eHb); AIXH — uHIekce ayrmeHTaunu (Houb); RWTTc — Bpemsi pacipocTpaHeHuUsl OTPaXeHHOM My IbCOBOIA BOJHBI (CyT-
kn); RWTTxa — BpeMs pacripocTpaHEeHUs OTPaKEHHOM My1bcoBOI BOJIHBI (IeHb); RWTTH — Bpems paciipocTpaHeHUs! OTpaKeHHOM My IbCOBOM
BOJIHBI (HOYb).
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MeTpaM BPEMEHM PACIPOCTPAaHEHUsI OTPaKEHHOM IMyJib-
COBOI1 BOJIHBI, MHAEKCY ayrMEHTalluM, XapaKTepu3ylo-
LM yBEJIMYEHUE JABJIEHUS B A0PTE 33 CUET OTPaKEHHBIX
BOJIH, pa3jiu4uii He BbIsiBIeHO. OOpaillaeT BHUMaHUE,
YTO BpeMsl paclpoOCTPaHEHUS OTPaXKEHHOU ITyJIbCOBOI
BOJIHBI OBLIO 3HAYMTEILHO MEHbIIE HOYbIO, YEM JTHEM.
Bo3moxHO, 3TO CBsI3aHO Kak C 0OJIbllIeil aKTUBHOCTHIO
B JIHEBHBIE Yachl, TaK U ¢ UBMEHEHUEM TOJIOKEHMUS TeJla
C TOPM30HTAJILHOTO Ha BEPTUKAJIbHOE.

IMokazarens amruimpukanuu AJl (mpupocTt apre-
pUAJIbHOTO JIaBJCHUSI OT aOPThl 10 TJIEYEBOW apTEepuM),
Kak B CpeIHEM 3a CYTKM, TaK U B THEBHbIC U HOYHbBIE YacChl
B TpyMIl€ MAIMEHTOB C apTepUAIbHOU TUIIEpTeH3UEH
ObUI JOCTOBEpPHO 0o0Jiee BBICOKHMM, Ye€M Y IIOJAPOCTKOB
¢ HopMmanbHbIM AJl (0OblyHO cHuKaercs). [1lo uHaekcy
3(PDEKTUBHOCT  CYOSHIOKApAMAJIBbHOIO  KPOBOTOKA
U MHJeKCa ayrMEHTAallMK B a0PTe I0CTOBEPHBIX pa3INuuii
He BbISIBJIEHO (Tao1. 4).

Koppensitimu mexay cyrouHbIMU TtoKazatensiMmu Al
Y TlTapaMeTpaMy PUTUIHOCTU apTepraIbHON CTEHKU Mpe-
cTaBJieHbI B Ta01. 5. Koppensiiuu pazanyainch B rpymiax
B 3aBUCHUMOCTHU OT ucxonHoro ypoBHs AJl. Tak, B rpymrie
C apTepuabHOI TUMEPTEH3MEel CKOPOCTh paclpocTpaHe-
HUSI MYyJIbCOBOW BOJIHBI B aOpTe KOppeJrpoBajia TOIbKO
C YPOBHSIMM JMACTOJMYECKOTO CYTOYHOTO M JIHEBHOTO
napiaeHMs1. B To ke BpeMsi y MalimeHToB ¢ HopMasibHBIM AJ]
CKOPOCTb pacIrpoCcTpaHeHUs MyIbCOBOI BOJHBI KOPPEIU-
poBajia ¢ cuctomyeckuM 1 myinbcoBeIM AJl. MHImekc ayr-
MEHTAalMX B TPyMIie MOAPOCTKOB C apTepUaIbHOM TUIIEp-
TEH3MEeI KOoppeJupoBajl C JAMACTOIMYECKUM JaBICHUEM,
B OTIMYWE OT TPYMIbI ¢ HOpMadbHBIM AJl, B KOTOpOI
rnoaoOHasi Koppessiius He BbisiBieHa. Kak y monpocTkoB
C apTepuajbHON TUIIePTeH3UEN, TaK U TP HOPMaJIbHOM
ypoBHe Al MHIEKC ayrMeHTalMu B a0pTe KOppearpoBa

OPUINHAJIbBHbBIE CTATbU

¢ LeHTpaldbHbIM cuctosnueckum (= —0,337; p<0,05)
u rrysiscoBbiM Al (= — 0,497; p<0,001).

BpeMst pacripocTpaHeHMsI OTpakeHHOM BOJHBI B JIBYX
TPYIIIaX KOPPEIUPOBATIO C YaCcTOTOM CEepHeYHBIX COKpa-
IIeHUI. YCTaHOBJICHA B3aMOCBSI3b MaKCHMAJIBHON CKO-
poctn HapactaHusi A/l B TUIeUeBOIl apTepuM C CUCTOJU-
YeCKUM M TTYJIbCOBBIM AJl 3a CyTKHM, B JHEBHOM M HOYHOI
MEePHObI KaK B TPYIINE C apTepUaIbHOM TUTIEPTEH3UEHN Tak
u B rpynie ¢ HopManbHbIM AJl. TTokasatensh amrumdurka-
mn Al KOppermpoBal ¢ YacTOTOM CepIeuHbIX COKpalle-
HMIA B IBYX TPYIINaXx, a TAKXKe TOJIBKO B TPYIIITE C apTepralb-
HOI TUTIePTEeH3MEN — ¢ ypOBHEM auactoinueckoro AJl.

006cyxpaeHue

B nocnenHee BpeMsi 60JIblIOE YUCIO UCCIENOBAHUIA,
MPOBEJICHHBIX Y B3POC/bIX, ObUIO MOCBSILIEHO OLIEHKE
n3MeHeHuit MopdOPYHKIMOHAIBHBIX CBOWCTB COCYAU-
croil creHku. CocyaucTasi CTeHKa B HACTOSIILIEE Bpemsi
paccmaTpuBaeTcsl B KauecTBE HOBOTO OpraHa-MMILEHU
Nnpu apTepuaibHoii runepreHsuu [1, 2, 17, 18]. U3mepe-
HUE CKOPOCTH ITyJIbCOBOI BOJIHBI MPU3HAHO <«30JIOTHIM
CTaHIAapTOM» JUISI OLIEHKU PUTUIHOCTH apTepuii [1, 2, 9].
CkopocTh MyJIbCOBOI BOJIHBI Oosiee 10 M/c, xapakrepu-
3yI011asl TTOBBIILIEHHYIO XECTKOCTb COCYIUCTON CTEHKHU,
BKJIIOYEHA B IE€peYeHb KPUTEPUEB CYOKIMHUYECKOTO
MOpPaXeHUsl OPraHOB-MUIIEHENH Yy JIML C apTepualib-
Hoii runiepteHsueit B Eponeiickux (2018 ) u Poccuii-
ckux (2020 ) pekoMeHJaUUsIX MO IUATHOCTUKE U Jieye-
HUIO TIAIIUEHTOB C apTepualbHON TuiepreH3ueit [1, 3].
YcTaHOBJIEHO, YTO MOBBILLIEHUE XECTKOCTU apTepuallb-
HOI CTEHKM CIYXXUT WH(POPMATUBHBIM MOKa3aTeJeM
JUJIS1 OUEHKHU PUCKA CMEPTU B3POCJIbIX OT CEPAECUHO-COCY-
nuctoit marosnoruu [1, 19]. I1pu 3TOM BbICOKasi CKOPOCTh
pacnpoCcTpaHEHUs IMyJbCOBOM BOJIHBI PACCMATPUBAETCS

Tabauya 4. 3HaYeHHs MHIEKCA AyTMEHTALMH B A0PTe, HHIEKCA aMILTU(DUKAIMI ¥ HHAeKca 3(¢eKTUBHOCTH CY03HI0KAPIMAILHOTO
KPOBOTOKA Y MOJAPOCTKOB MO JAHHbIM CYTOYHOT0 MOHUTOPUPOBAHMS B 3aBUCMMOCTH OT o(ucHoro ypoBHs AJl

Table 4. Indicators of the aortic augmentation index, the amplification index, and the subendocardial blood flow efficiency index

in adolescents according to daily monitoring data, depending on the office blood pressure level

ITammenTol Alxaoc Alxaon Alxaon PPAc* PPAx* PPAn* SEVRc SEVRj SEVRH
CAT (n=13)
Menuana —8,00 —9,00 —6,00 147,00 151,00 135,00 128,00 131,00 127,00
25-1 —11,50 —13,00 —12,75 142,50 146,00 130,00 114,50 114,50 116,25
ITpoueHTHIN
75-11 —6,50 —6,50 2,25 151,00 154,50 139,00 135,50 134,00 153,00
be3 AT (n=27)
Menuana —6,00 —6,00 —5,50 142,00 146,00 129,00 130,00 126,00 131,00
25-1 —11,00 —11,00 —11,00 138,00 140,00 126,00 119,00 118,00 110,00
ITpoueHTHIN
75-11 —3,00 —3,00 —1,00 145,00 149,00 134,25 141,00 143,00 147,50
YpoBeHb 3HAYMMOCTHU 0,151 0,135 0,505 0,007 0,009 0,021" 0,648 0,669 0,816

Tpumeuanue. *p<0,05 — ypoBeHb aCUMIITOTUYECKOI 3HAUMMOCTU KpUTepusi MaHHa— YUTHU CpaBHEHUs pacTpeie/IeHuUs TapaMeTpOB [UIs He3a-
BUCUMBIX BbIOOPOK (matmeHTsl ¢ AI' u 6e3 AI). AI' — aprepuanbHas runepreHsus; Alxaoc — uHAeKC ayrmeHTaluu B aopte (cytku); Alxaon —
WHIEKC ayrMEeHTaluu B aopte (AeHb); AlaoxH — MHAEKC ayrMeHTauuu B aopte (Houb); PPAc — mnoxkasarens amrmumbuxkauus Al (cyTkun);
PPAnR — nokazarenb amrunbukauun AJl (neHn); PPAn — nokaszatens ammindukaimu Al (Houb); SEVRc — nnnekc ahdekTuBHOCTH CyO3HI0-
KapauaibHoOro kpoBotoka (cytku); SEVRI — unnekc achbekTuBHOCTH cyOaHI0KapAMaIbHOTO KpoBoToKa (1eHb); SEVRH — nHaekc addek-
TUBHOCTHU CyOIHIOKAPANATHLHOTO KPOBOTOKA (HOYB).
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Jleonmvesa U.B. u coagm. PaHHsIs1 TMarHOCTUKA TIOBBILIEHHOM XeCTKOCTH MarucTpajbHbIX COCYI0B Y ITOAPOCTKOB C Q)yHKL[I/IOHaJ'[I)HOFI MATOJIOTHEN. ..

Kak 0ojiee CHJIBHBIM TPEIUKTOp (aTaabHBIX OCIOXHE-
HUI, 4eM TaKue TpaauIIMOHHbIe (haKTOPhI pUCKa pa3BU-
TUSI CEPIACYHO-COCYIUCTHIX 3a00JIeBaHUI, KaK KypeHuUe,
YPOBEHb IIIOKO3bI, 0OIIIEro XoJIecTepruHa B KPOBU U IPY-
rue 6uoJyiornyeckue Mapkepsi [2, 6, 9].

HauGonbiive u3MeHEeHUsS PUTUIHOCTU COCYIMCTOM
CTEHKH BBISBJIEHBI Y B3POCJIBIX MAIlMEHTOB TIPU COYeTa-
HUU apTepuaJbHON TUIIEPTEH3UU W MeTabOoJUYECKOTO
CUHIpOMa BCJICACTBUE JOMOJHUTEIbHBIX HETATUBHBIX
BJIUSTHAN MeTaboIMIecKux (hakKTopoB (AUCIMIUACMUU,
WHCYJMHOPE3UCTEHTHOCTU) Ha COCYAMCTYIO0 cTeHKY [10].

YU JOTOJHUTEIbHBIX CYOKJIMHUYECKMX TTPU3HAKOB
MopaXkeHUs ee KaK opraHa-MUIIEHU U YBEJTUYCHUUN CyM-
MapHOro pucKa pa3BUTHUs cocyaucToit matoysoruu [10].
WccnenoBaHusi, TIOCBSIIEHHBIE OIEHKE IKECTKO-
CTU MAaruMCTPaJIbHBIX apTepuil B JETCKON IOIYJISIINH,
HEMHOTOYMCIIEHHBI. UMEIoTCSl TpyIHOCTH B OIpeaesie-
HUU pedepeHCHBIX 3HAYeHWId PUTHIHOCTU apTepuii
y neTeil. B cBsI3M ¢ 3TUM B MOCIEIHUX PEKOMEHIAMSIX
10 IUAarHOCTHKE M JICUEHUIO apTepHalIbHOM TUTIEPTEH3NU
y IeTeil 1 MTOIPOCTKOB OTIpeNieIeHNe KeCTKOCTH apTepuit
He BOIIJIO B TepeYeHb 00s13aTeIbHbBIX TUarHOCTUIECKUX

TecToB |5, 20]. BMecTe ¢ TeM momuepKuBaeTcsI, YTO HEOO0-
XOIMMbI JajJbHEMIINE WCCACHOBAHUSI [JIsI BbIPAOOTKHU
YETKUX KPUTEPUEB IMATHOCTUKU PUTMIHOCTU apTepUid,

ITokazaHo, 4TO H3MEHEHUE XKECTKOCTU COCYIMUCTOMN
CTEHKU I10 JAHHBIM CYTOYHOTO MOHUTOpUpOBaHUST AJl
(PWVao, PWTT, ASI) MoryT cBuaeTeIbCTBOBATh O HaJIM-

Tabauya 5. B3auMocBsi3b YPOBHEi apTepUaIbHON PUTHAHOCTH U CPeTHUX 3HAYEHHii CYTOYHOr0 MOHHUTOPUPOBAHHUS nepudepuye-

CKOT0 apTepuaJIbHOrO JaBJIeHUs Y AeTeil ¢ apTepuasibHOI runepTeH3uei
Table 5. The relationship between arterial rigidity and the average values of daily monitoring of peripheral blood pressure in children

with arterial hypertension

ITapamerpmt  CAJlc CAlx CAlm  JOAIc JOAIon JAIm TIAIc TIAIx ITAIn YCCe YCCn YCCu
PWVaoc 0,667 0,596

RWTTc —0,704**  —0,683**

Alxc 0,572* 0,636*

dPdtc 0,825** 0,778** 0,779** 0,968** 0,969** 0,920**

PPAc 0,560* 0,899**  0,906** 0,761**
SEVRc —0,561**

Tpumeuarue. CAJIc — cuctoiamyeckoe aprepuaibHoe aaBieHue (cytku); CAJln — cucroanyeckoe aprepuaibHoe gaBieHue (aeHb); CAIH —
CHCTOJIMYECKOE apTepuasibHOe AaBieHue (Houb); JAJlc — aucTonuuyeckoe apTepuaibHoe napieHue (aeHb); JAln — aumacronuuyeckoe ap-
TepuasbHOe AaBiaeHue (aeHb); JAJ/IH — nmacronmyeckoe aprepuaibHoe naBieHue (Houb); ITAJlc — mynbcoBoe apTepuanbHOE AaBICHHE
(cytkn); TTAJln — mynabcoBoe aprepuaibHOe AaBieHue (neHb); [TAJIH — myabcoBoe aprepuaibHoe AaBieHue (Houb); YCCc — yacToTa cep-
neyHbIX cokpatieHuit (cytku); YCCa — yacrora cepaedyHbix cokpaiieHuil (neHb); YCCH — yacTtoTa cepieyHbIX COKpalleHUil (HOYb);
Alxc — unzaekc ayrmeHTauuu (cytku); PPAc — nokasarens ammuinduxkauus AL (cytkn); SEVRc — unaexc addekTMBHOCTH CyO3HA0KapaAalb-
HOT0 KpoBOTOKa (cyTKH); dP/dtc — MakcuManbHas ckopocTh HapacTanus A/l B ruieueBoit aprepun (cyTku); PWVaoc ckopocTth pacripocTpaHe-
HUS TYJIbCOBO# BOJTHBI (CyTKM); RWTTcC — Bpemsi pacripocTpaHeH sl OTpaXXeHHO# My IbCOBOI BOJHbI (CYTKM).

Tabauya 6. B3aumMoCBSI3b PUTHAHOCTH aPTePHii U CPeTHIX 3HAYEHUIT CYTOYHOTO MOHMUTOPUpOBaHus nepudepudeckoro AJl y nereii

€ HOPMAJIbHBIM YPOBHeM AJl
Table 6. The relationship between arterial rigidity and the average values of daily monitoring of peripheral blood pressure in children

with normal blood pressure

IMapamerpr CAlc CAIx CAImn JAlc JAldn JAdsx TIAdc TAldx IIA/Tn YCCce YCCn YCCu
PWVaoc 0,528 0,523 0,466 0,413° 0,406 0,413
RWTTc —0,655** —0,653** —0,497*

Alxc

dPdtc 0,865** 0,858** 0,820** 0,978** 0,981** 0,930** 0,978**
PPAc 0,814**  0,800**  0,629**

SEVRc 0,422* 0,457 0,459* 0,439* —0,767** —0,765** —0,613** 0,457*

Tpumeuanue. * — xoppensuus 3Haunma Ha ypoBHe 0,05 (aBycTtopoHHsis). ** — xoppensiusi 3HaunMa Ha ypoBHe 0,01 (IBYyXCTOpOHHSIS).
CAJlc — cucroanyeckoe aprepuasibHoe napieHue (cytku); CAILn — cucrosinueckoe aprepuaibHoe aapieHue (aeHb); CAIIH — CUCTOIMYECKOe
apTepuaibHoe naBjieHue (Houb); JAJlc — mucTolnuecKoe apTepuaibHoe naBieHue (neHub); JAn — nuactoamdyeckoe apTepralbHOe TaBJIeHUE
(menb). JJAJIH — nuacToimyeckoe apTepuaibHOe naBieHue (Houb); [TAJlc — myabcoBoe apTepuaibHoe aaBaeHue (cytku); [TAx — myabcoBoe
apTepuanbHoe aasieHue (aeHb); [TAlH — myiabcoBoe apTepuaibHoe gaBieHue (Houb); YCCc — yacToTa cepieuHbIX COKpalleHUI (CYTKM);
YCCn — yacroTa cepaeuHbix cokpaiieHuit (1eHp); YCCH yacToTa cepieuHbIX coKpalleHuit (Houb); Alxc — mHaeKc ayrmMeHTaluu (CyTKun);
PPAc — mokaszatens amruindukanusa AJl (cytku); SEVRe — uHaeke ahdeKTMBHOCTH CYO3HIOKAapAMaTbHOTO KpoBoTOKa (cyTku); dP/dtc
MakcuMaJlibHasi CKOpOCTh HapacTtaHusi A/l B rieueBoit aprepuu (cyTku); PWVaoc — cKopocTh pacnpocTpaHeHMs 1y IbCOBOI BOJIHBI (CYTKH);
RWTTc — Bpems pacnipocTpaHeHUsl OTPaKEHHOM MyJIbCOBOI BOJHBI (CYTKM).
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HauyMHas ¢ JeTCKOTo Bo3pacTa. [1o HaCTOSIIEero BpeMeH!
OTCYTCTBYIOT Pe3yJIbTaThl TPOCIIEKTUBHOTO HAOTIONCHUS
3a TIOAPOCTKAMM C TIOBBIIIEHHON PUTUAHOCTHIO Maru-
CTPaJIbHBIX apTEPUIA.

CyliecTBYIOT JABa IMOAXOAa K OLEHKE PUTUIHOCTU
MarucTpajbHBIX apTepuii. OTHOMOMEHTHAs OlLIeHKa
U ompeleieHue B XOIe CYTOYHOrO MOHUTOPUPOBA-
Hus AJ/l. OmHOMOMEHTHasI olieHKa 6oJiee 11eecoo0pasHa
JUIS TIPOBEIEHUST KPYITHBIX TOMYISIIMOHHBIX HMCCIIEH0-
BaHuit [21-23]. 3HaueHuUs1 apTepUAIbHON KECTKOCTHU
MOTYT BapbUpPOBaTh B T€UCHUE CYTOK U 3aBUCST OT IOJIO-
SKEHMST TIallMeHTa, CTeNeHM (DU3UYECKOM aKTUBHOCTH
u apyrux ¢aktopoB. B cBsiz3u ¢ 3TUM 1enecooOpa3Hee
OLIEHMBATh TIOKAa3aTeJ PUTUIHOCTH COCYANCTON CTEHKHU
B Xojie 24-yacoBoro MoHuToprupoBaHus AJl. DTu naHHbIe
0oJiee MOJHO OTpaXaloT COCTOSIHME COCYIMCTOM CTEHKU
10 CPAaBHEHUIO C OMHOMOMEHTHOW OLIEHKOM.

AMEpUKaHCKUMU  UCCJIeJOBATeISIMA  MPOBEIEHO
MOMYJISILIMOHHOE OJTHOMOMEHTHOE ornpejesieHue
10 OLIEHKE CKOPOCTH pPaCIpOCTPaHEHUs TTYJIbCOBOM
BOJHBI B aopTe ¢ MPUMEHEHUWEM OCLMLIOMETpUYe-
ckoro ycrpoiictBa Vicoder. O6cnenoBanbl 1003 3m0-
pOBBIX pebeHKa B Bo3pacte oT 6 mo 18 smer. CpenHue
3HaueHus1 (PWV) cocraBunu 4,3+0,4 m/c B munaniiei
Bo3pacTHOU rpymnme (6—8,9 roma), yBeIMYUBasCh
no 5,3+0,5 m/c B crapiiieii BO3pacTHOI TpyIine aeteit
(15—18 net). BuissBIeHBI KOppeIslnyd CKOPOCTH pac-
MPOCTPaHEeHUsI IyJIbCOBOW BOJHBI C POCTOM, MAaccCOi,
WHAEKCOM Macchl Teia, ypoBHeM AJl, yacToToii cep-
JIEYHBIX COKpaIlleHUIi. YCTaHOBJIIEHO, YTO YBeJUUYEHUE
CKOPOCTU MYJIbCOBOI BOJIHBI ACCOLIMUPYETCS C HU3KOM
Maccoil Mpu POXIEHUU, KypeHHEM, HacCJeICTBEHHO-
CThIO, OTSTOIINEHHOW IO apTepuaJbHONM TUIEPTEH3UU
y POICTBEHHUKOB | cTermeHW pOACTBA, OXUPEHUEM.
IToka3zaHo, YTO CKOpPOCTb MYJIbCOBOW BOJHBI B aopTe
¢71a060 KOPPETUPYET C PACTSKUMOCTBIO COHHBIX apTepuii
U HEe KOppeJUpyeT ¢ TOJIIMHON KOMILIEKCa MHTUMA-
Menrua — WHOOPMAaTUBHBIM HEMHBA3MBHBIM MapKepoM
PaHHUX aTePOCKJIEPOTUUECKUX U3MEHeHU [23].

AHajiornyHasi paboTta Obula TIpOBeJEHA HEMell-
KUMU uccaenoBareasmMu. Ha ocHoBaHuM o0ciieno-
BaHusl 2227 nuil ot 8§ o 22 JIeT ¢ MCIOJb30BaHUEM
ABTOMATUYECKOTO OCIWLIOMETPUUECKOTO YCTPOMCTBA
(Mobil-O Graph) O0bUIM TIpenTIOXEeHbl TPOLEHTWIN
IIJISI CKOPOCTH PAcIpOCTPaHEHUsI MyJIbCOBOI BOJIHBI [24].
Cpeanue 3Ha4eHUs 97-TO TIPOLIEHTUIISI CKOPOCTH TTYJTh-
COBOII BOJIHBI B BO3pacTe 5 JieT ObLIM COITOCTaBUMBI
y MaJbuuKoB M aeBouek — 4,49 u 4,56 M/c cooTBeT-
ctBeHHO. B Bospacre 21 roma oHM OBUIM JOCTOBEPHO
6oJiee BBICOKMUMM y MYXYMH, 4eM Y XeHIIMH — 6,03
u 5,39 M/C COOTBETCTBEHHO.

PesynbraThl KpymHOro MeTaaHajiu3a IloKas3aTesei
apTepuaJbHONW PUTUIHOCTU (OTHOMOMEHTHOE OIIpe-
JleJIeHue C  WCIOJb30BaHUEM  OCHWIJIOMETPUUYECKUX
YCTPOKMCTB), BKJIIOUMBIIEe 28 craTeil (oOuias KoropTa
obcnenoBaHHbIX cocTaBuiia 13 100 moapocTKoB), Mpo-
JNEMOHCTPUPOBAJIA, YTO CKOPOCTb ITYJIBCOBOM BOJIHBI

OPUINHAJIbBHbBIE CTATbU

Ha KapoTHIHO-(GEMOPaIbHOM Yy4YacTKe YBEJIWIMBACTCS
¢ Bo3pactoM Ha 0,12 m/c (95% moBepuTEeNbHBII MHTEPBAT
0,07—0,16 M/c) B rox. BeisiBieHa TO3UTUBHAS KOPPEIISI-
LIUST MEXIy TapaMeTpaMyd CKOPOCTH paclpoCTpaHEeHUS
MyJIbCOBOI BOJIHBI M ypoBHeM AJl, HapylieHUEeM ToJie-
PAHTHOCTU K TJIIOKO3€, METaOOJMYECKUM CHUHIPOMOM.
B T0 Xe BpeMsT He ObLIO ITOJIydeHO YETKON KOPPEeIsSLnn
¢ oXxupeHuem [25].

Eme omHuMm TmokazaTeslieM PUTMIHOCTA  Maru-
CTPaJIbHBIX apTepUil CIY>KUT BpeMsI paclpoCTpaHEeHUS
orpaxeHHoit BoiHbl (PWTT), KoTopoe ymeHbIIaeTcs
MPU TIOBBIIIEHUU PUTUIHOCTHA apTepHalibHOM CTEHKH.
B ucciemoBaHusIX, MPOBEAEHHBIX Y B3POCHBIX MallMEeH-
TOB, OTMEUEHO YMEHBILIEHIE BPEMEHU PacIpOCTpaHEeHUsI
OTPaKEHHOM BOJHBI MPU METAO0OIMIECKOM CUHIPOME,
caxapHOM IMabeTe 2-TO THUIIA, MIIeMUYEeCKOil O0JIe3HU
cepnua. JlaHHBIE CYTOYHOTO MOHUTOpUpoBaHUsS AJl
C aHAJIM30M XECTKOCTH apTepUuil Y B3POCIBIX TTPOAEMOH-
CTPUPOBAJIM, YTO CYIIECTBYET 3aBUCUMOCTb 3TUX H3Me-
HEHUI OT BpeMeHU CyTOK. Tak, B HOpMe BpeMsI pacIpo-
CTpaHEHMSs ITyJIbCOBOM BOJIHBI YBEJIWYMBAETCSI HOYBIO,
YTO HE TTPOUCXOAUT npu natosioruu [10].

HenTtpanpbHoe AJl paccmaTpuBaeTcsl KakK elle OIWH
BaXHBI [MOKa3aTelb, KOTOPBIM MOXHO WCIIOJIb30-
BaTh JUISI OLIEHKM JKECTKOCTH COCYIMCTOW CTEHKH.
YV MoJtonbIX 3M0pOBBIX JIOAel lLieHTpanbHoe AJl HuXe,
yeM TmepudeprudecKoe, 4TO CBSI3aHO ¢ (DU3UOJIOTHYe-
CKUM (eHOMeHOM — aMmIuMdUKaueid IyJIbCOBOTO
napneHus. [lpy pacnpocTpaHEeHUM ITyJbCOBON BOJIHBI
OT HEHTPAJbHBIX, 2JACTUYECKUX apTepPUil K MEHBIIUM,
OoJiee PE3UCTEHTHBIM apTEePUsIM MBIIIEYHOTO THIIA,
ee aMIUINTyda yBeJIW4yuBaeTcsl. M3BeCcTHO, 4YTO pas-
HUIIA MEXIY TUIeYeBBIM M LIEHTpadbHbIM Al MoOXeT
coctaBiaTh 6osee 30 mm pr.ct. [lo Mepe HapacTtaHwus
JKECTKOCTU COCYIMCTOM CTeHKM C BO3pPacTOM pa3HMIIA
MEXJy TUIEYEBBIM U LIEHTPAJbHbIM HaBI€HUEM yMEHb-
maeTcs. Y B3POCIBbIX IAIMEHTOB C BbIPAXKEHHBIMU
aTepPOCKIEPOTUYECKUMMU M3MEHEHUSIMU W apTepualib-
HOI TUTIepTEeH3UEN B psijie ClydaeB YPOBEHb LIEHTPAJIb-
HOTO CHCTOJIMYECKOTO JIaBJIEHUSI CTAHOBUTCS BHIIIIE, YeM
Ha repu@epuu, 9To 00YCIOBICHO 3HAYMTEIbHBIM YBETN-
YEeHWEM aMIUIUTYAbl OTPaXKEHHON BOJHBI. YCTaHOBIIEHO,
4yTO LIeHTpaibHOe AJl 1 ero mecopmupylomias Harpyska
Ha cepjlie B OOJbIIEH CTereHu, 4eM Tepudepuieckoe
AJl, oTpaxkaeT Harpy3Ky Ha JieBbIil xeiymodek. [ToBbI-
IIeHWe LEHTPaJIbHOTO cUcToNMYecKoro AJl HampsMyio
acCOLMUPOBAHO C TUIEpTPOodUE COCYIMCTONM CTECHKU
¥ pa3BUTHUEM aTepOCKJIepo3a COHHBIX apTepuii [9]. I[1po-
JIEMOHCTPUPOBAHO, YTO CHCTOJIMYECKOE, JIUACTOJINYe-
CKOe, TYJIbCOBOE NaBJIeHWE B aopTe, a TakKe MHICKC
ayrMeHTallui — BaXkKHble (haKTOPbl pUCKA Pa3BUTHS
epedpo- M CcepaeyHO-COCYAMCTBIX OCJIOXHeHu# [18].
CpenHue 3HA4YeHUs LIEHTPAIbHOIO CHUCTOJIUYECKOTO
naBjieHUs y neBouyek c¢ 8 et mo 21 roma yBenuuuBa-
torcst ¢ 91,21+7,52 no 109,11£8,58 MM pT.CT., a Yy Maiib-
yukoB ¢ 90,0£5,76 no 110,5£9,57 MM pr.cT. 3HaueHUsI
95-T0 MPOLEHTUJIS LIEHTPAJTBHOIO CUCTOJIMYECKOIO JaB-
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JieHus1 B Bo3pacte 17—21 rom mjisi 1eBOYEK COCTaBIISIET
122 MM PT.CT., IUISI MAJIBYMKOB — 129 MM pT.CT. [24].

ITo maHHBIM TOMYJSIIMOHHBIX MCCIeI0BaHUIA, TIPO-
BeleHHbIX B bpasuinu, Ha OCHOBaAaHUU 00OCIEAOBAHUS
1038 mereit m moApPOCTKOB B Bo3pacTe oT 5 mo 21 roma
ObUIM  YCTAHOBJICHBI  TPOLEHTWIbHBIE  3HAYCHWUS
JUIST LIEHTPaJIbHOTO (a0pTaJbHOTO) CUCTOIMYecKOro AJl
" uHAeKca ayrMeHTaunu. [TokazaHo, 4To 95-i mpoleH-
TWJIb CUCTOJIMYeCcKOTro AJl y TeBoUeK YBeIUUUBAETCS C 5
1o 21 roga ot 95,0 MM pT.CT. 10 113 MM PT.CT., y MaJIbuU-
KOB — 0T 97,7 10 116,9 MM pT.CcT. DTH noKa3aTeau ObLIN
HUXe, YeM B HeMelKoi momyiassunu [22]. OueHka LeH-
TpajabHOro AJl y CTYAEHTOB MO JaHHBIM OJHOMOMEHT-
HOTO OMpeeeHNUs TTapaMeTPOB LIEHTPAIbHON U Mepu-
(epuyeckoil reMOAMHAMUKUA TIpU UCIOJb30BAaHUU
OCLMJJIOMETPUYECKOTO METO/Ia TT03BOJIMIIA YCTAHOBUTD,
4TO (haKTOpHl pHCKa Pa3BUTHSI CEPIEUYHO-COCYIUCTHIX
3a00JIeBaHUI aCCOLMUPYIOTCS C HapyIIEeHUEM KeCTKO-
CTHU MarucTpajbHBIX apTepUii B BUIE TOBBIIIEHUS LIEH-
TPaJbHOTO CHUCTOJIMYeCKOTO AJl M CKOPOCTH pacIpo-
CTpaHEeHUs TyJIbCOBOU BOIHBI [7].

[NoBblllIeHUE XKECTKOCTH (PUTUIHOCTH ) MAarucTpaib-
HBIX apTepUil paccMaTpUBaeTCs KaK BaXXHBIH acrekT
rmaToreHe3a apTepUaibHONW THUIEPTEH3UMU, HaYMHas
C MOApPOCTKOBOro Bospacta [17, 26]. AHanu3 mapa-
METPOB PHUTUIHOCTH COCYIOB Ha OCHOBAaHUM OIHO-
MOMEHTHOTO OTIpeIeIeHNUST ¢ UCITOJb30BAaHUEM OCIIUI-
JoMerpuyeckoro ycrpoiictBa (Vicorder®) y meteit
C apTepMaJibHOM TUIIEPTEH3MEN IMOoKa3aj, 4To y JAeTei
C TUMEPTEeH3Uel «0eyloro xajara» LEeHTpaIbHOE CHUCTO-
nuyeckoe AJl ObLIO B TIpeenax HOPMbI, B TO Xe BpeMst
MpY BBIpAXXEHHOU apTepuajibHOU TUMEpTeH3uu (CTa-
OusibHas (popma) MoBbIlLIEHUE LIeHTpaibHOTO AJl ObLIO
oTMeueHo B 82,3% ciydaeB. YcTaHOBJIEHA JOCTOBEPHAsI
KOppeJays MeXIy eHTpaabHbIM Al 1 runiepTpodueii
MMOKap/a JeBOro Xeaynodka (1o IMoKa3aTeo NHaeKca
Macchl MMOKap/a JIeBOro xejyaouka) [27]. AHaiornyd-
HbIE pe3yabTaThl OJy4YeHbl B ucciaeaoBaHuu L. Obrycki
u coaBT. [28]. YcraHOBIEHO, YTO MOBBILIEHUE TMOKa3a-
Tenst HeHTpasbHOro AJl (0mHOMOMEHTHOE orpesee-
HUE) BBIABJISIETCS YKe B TPYIIIe JAeTeil C IpearumnepTeH-
3Uei, HO MaKCUMaJIbHOE MOBBIIIEHWE 3TOTO IMapaMeTpa
XapaKTepHO JUISI MOJAPOCTKOB CO CTaOMJIBHOM apTepu-
aJbHOM TumepTeH3ueii. [ToBbIlIeHWe WHIEKCAa MacChl
MMOKapJa JIEBOTO XeIyJIo4YKa BBISIBISIETCS B TIpyIMIiax
JIeTel ¢ IpeIruIepTeH3nel, TUTIEPTEH3MEe 1 BhIpaskeH-
HOI1 TuniepTeH3ueii. [ToBbIIeHNE IEHTPATBHOTO CUCTO-
JINYECKOTO TABJICHUS CIYKUT HE3aBUCUMBIM TIPEINKTO-
poM runeprpodun muokapna. [lpogemMmoHcTprpoBaHoO,
YTO TIOJPOCTKHU C OXMPEHUEM M apTepHalbHOM TUIep-
TEH3WeH UMEIOT JOCTOBEPHO Oojiee BBICOKME 3HAUCHUS
LIEHTPAJIBHOTO CHUCTOJIMYECKOTO U JMACTOJMYECKOTO
JaBJIEHUsI, CKOPOCTH pPacCIpOCTPAHEHUST IyJIbCOBOM
BOJIHBI, UTO KOPPEIUPYET C YBEIUNICHUEM MAacChl MUO-
Kapna jeBoro xemxynouka [29]. B uccinemoBanuu mapa-
METPOB PUTUAHOCTU COCYIMCTOW CTEHKM B IpymIax
MOAPOCTKOB C apTepUaTbHOU TMMEPTEH3UEN U C HOP-

ManbHbIM AJl ObLIO TTOKa3aHO, YTO TOBBIIIEHUE IIEH-
TPaJIbHOTO CUCTOJUYECKOTO M IIyJIbCOBOTO J1aBJIEHUS
Mpu apTepuabHON TUIIEPTEH3UU HE 3aBUCUT OT HaJlM-
yusl cCONyTCTBYIONIEH aucaunuaemunn [30].

Mgl He Hanum pabOT C OLEHKOI ITapaMeTPOB LIeH-
TpanbHOTro AJl 1 XEeCTKOCTU COCYIMCTOI CTEHKU Ha (PoHe
CcyTOuHOro MoHuTOpupoBaHMsi AJl y neteit. B Haiem
WUCCIIEIOBAaHNUM Y MIOJPOCTKOB C apTepUaIbHOM TUITEPTeH-
3Uel BBISIBJIEHBI JOCTOBEPHO 0oJiee BBICOKME 3HAUEHUSI
LIEHTPAJIbHOTO CUCTOJIMYECKOTO JaBJICHHUs TT0 CPAaBHEHUIO
C TAKOBBIM B TpyIlTe ¢ HOpMaibHbIM AJl KaK B JHEBHbBIC
M HOYHBIE Yachl, TaK U B CpeaHEM 3a CyTKM. [Ipu 3ToM
LIEHTPaJIbHOE CUCTOJIMYECKOE JIaBJIECHUE HE IMPEeBbIIIAIO
95-T0 TIpOLIEHTWJIA paclpenesieHusl 3TOro IpH3HaKa
JIJIST COOTBETCTBYIOIIETO T10J1a ¥ Bo3pacTa [22, 24].

CKOpOCTh  pacIHpOCTpaHEHUs IyJIbCOBOW BOJIHHBI,
cyurawmascss Haubosjee MHOOPMATUBHBIM MapKepoM
MOBBIIIEHHON XECTKOCTU apTepuaibHOM CTEHKHU, OKa-
3ajJ1aCh JOCTATOYHO BBICOKOW y AETEN KaK C TOBBIIICH-
HBIM, TaK U ¢ HOpMaibHBIM AJl. YcTaHOBIIEHBI MOCTO-
BepHO OoJjiee BBICOKME 3HAUEHWSI BTOro IapameTpa
B 1IEJIOM 3a CYTKM, a TakXe B JHEBHbIE U HOUHBIC YacChl
B IpyMIie ¢ apTepuaibHON TUINEPTeH3UEN 10 CPaBHEHUIO
¢ rpynroit ¢ HopmaiabHbiM AJl. [1pu aHanusze cyrouHo
IUHAMUKW JTAHHOTO TIOKasaTelsisi oOpalllaeT BHHUMaHME
€ro 3HaAYMTEIbHOE CHUXXEHUE B HOYHBIE Yachl MO CpaB-
HeHMIo ¢ nHeBHbIMU. [1o mapameTpam BpeMeHU pacripo-
CTpaHEHUSI OTPAKEHHOU ITyJIbCOBOW BOJIHbI, WHIEKCY
ayrMeHTallMM, XapaKTepU3yWIIMM YBEJIMYEHUE J1aB-
JIHUsI B aopTe 3a CYET OTPaXEHHBIX BOJIH, Pa3IWyuii
He BBISIBIIEHO. Bpewmsi pacripoctpaHeHUs OTpakeHHOM
MyJIbCOBOM BOJIHBI OBLIO 3HAYMTEIBHO MEHbIIIE HOYBIO
MO CPaBHEHMIO C JHEBHBIM TepuoaoM. Bo3zMoxHO, 3TO
CBSI3aHO KaK C OOJIbIIeil aKTUBHOCTBIO B JTHEBHBIE YacChl,
TaK U C U3MEHEHUEM ITOJIOKEeHUS Tejla C TOPU30HTAJIb-
HOTO Ha BepTuKajbHoe. [pymra gereit ¢ aprepuaibHOM
rurnepreH3ueil Oblla HEMHOTOUMCIIEHHA M TIpe/lCTaB-
neHa 13 mogpoctkamu, y 10 13 KOTOPBIX ObLIa BBISIBJICHA
JlabuJibHast hopMa apTepuaibHOW TUTIEPTEH3UU, U JIUIIb
y 3 — crabunbHas popMa, 4TO He IO3BOJIMJIO HaM IIPOBE-
CTU aHaJIM3 TToKa3aTeJieil )KeCTKOCTU COCYIUCTOM CTEHKHU
B 3aBUCHMOCTHU OT TSIKECTU apTepuaIbHON TMMEePTeH3UN.
Mpbl 11TaHUpYeM OCYIIECTBUTh JAHHBI aHAJIU3 B Jallb-
HeHIleM 10 Mepe YBeJIMYeHUS Yrciia 00CIeI0BaHHbBIX CO
CTaOWJIBHOM apTepuaibHO TMIIepTeH3UeH

Koppensiiiuy pasnauyanuch B Ipymrax B 3aBUCUMO-
¢t oT ucxogHoro 3HayeHust AJl. Tak, B rpyrmre ¢ apre-
pUaIbHOM TUIepTEeH3Mell CKOPOCTb paclpOCTpaHEHUS
MyJIbCOBOM BOJIHBI B aOpTe KOpPpeJUpoBasia TOJbKO CO
3HAUYCHUSIMU JMACTOJIMYECKOTO CYTOYHOIO M JTHEBHOTO
napiieHus. B To ke BpeMs y MaiMeHTOB ¢ HOpMaJbHbIM
AJl cKkopoCTh pacripocTpaHeHUsl MyJIbCOBOI BOJIHbI KOP-
penurpoBaia ¢ CUCTOJMYeCKUM U TyJibcoBbIM AJl. MHaekc
ayrMeHTalMM B TPYIINE TOAPOCTKOB C apTepuaibHOM
TUTEePTEeH3UEN KOPPEJIUpoBal C TMACTOJUUECKUM JaBje-
HUEM, B OTJIMUME OT TPYIIIbI C HOpMalbHbIM AJl, B KOTO-
poii mo100HAasT KOppeJsiivsl HE BbISIBICHA.
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3aknoyeHne

Takum obGpaszoM, ormpenesieHUe IokKa3aTeaei KecT-
KOCTHM MAarucTpajbHbIX COCYJIOB Ha (hOHE CYTOYHOIO
MOHUTOpUpOBaHUst AJl TO3BOJISIET HEMHBA3UBHO IIPO-
BOJWTh PAHHIOIO JUArHOCTUKY apTepUOCKIIepo3a, COMo-
cTaBJisisi 3TH U3MeHeHus: ¢ ypoBHeMm AJl. Jlist mogpocT-
KOB C apTepuaJbHON TUNEPTEH3UEU IO CPAaBHEHUIO CO
CBEpCTHMKAMU C HoOpMaJibHbIM AJl U (PyHKIIMOHA/Ib-
HOM CepaeyHO-COCYIMCTON I1aToJ0rMei, acCouuUpo-
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OPUINHAJIbBHbBIE CTATbU

IIaToreneTHyecKne MapKepbl IHATHOCTHKH M MIPOTHO3UPOBAHMSA XPOHHYECKOI 00J1€3HH
MOYeK y JAeTei

C.A. Yecrokosa, A.A. Biakosa
®re0y BO «OpeHbyprckuii rocyaapCcTBEHHbIN MeaMuUMHCKA yHuBepcuteT» MuHaapasa Poccumn, OpeHbypr, Poccus
Pathogenetic markers of diagnostics and prediction of chronic kidney disease in children

S.A. Chesnokova, A.A. Vyalkova

Orenburg State Medical University, Orenburg, Russia

B craTbe npeacTaBieHbl COOCTBEHHbIE Pe3Y/bTATHI HAYYHbIX HCCJIETOBAHUI M0 KIMHUKO-NAPAKIMHIYECKOI XapaKTepuCTHKe pa3-
JIMYHBIX CTAAMIf XPOHMYECKOii 00J1e3HH MoYeK y AeTeil. OnpenesieHbl NaToreHeTHIECKHE MapKePhbl JUATHOCTHKY U IPOTHO3UPOBAHMS
XPOHUYECKOii 00JIe3HH NOYEK B AETCKOM BO3PACTe C OLEHKOI KOMILUIEKCa MapKepoB auchyHkuuu sunorenus. JlokazaHo 1marnocTu-
YecKoe U MPOTHOCTHYECKOE 3HAYEHHE MOCTAAMITHOTO HAPACTAHNS APTEPUAbHOI THIEPTEH3UH, SKCKPEHH ¢ MOYOii IPOCKIEPOTH-
YeCKHX, MPOBOCHAIUTEIbHBIX HUTOKHHOB U ()aKTOPOB POCTA NMPH OJHOBPEMEHHOM CHIZKEHHH SKCKPEelHH ¢ MOYOii MPOTHBOBOCHA-
JIMTEJIbHBIX IMTOKWHOB, YBeJWYEHUH YPOBHS MUKPOAJIbOYMUHYPUH, HAPYIIEHUii YPOANHAMUKH W BHYTPUNOYEYHOI FeMOTMHAMUKH.
Pa3paboTan anroputM JMATHOCTHKM XPOHHYECKOi 00/Ie3HM MOYEK B JETCKOM BO3PACTe C YUETOM MATOreHeTHYeckux (hakropos
C OIIEHKO# KOMILTIEKCA KIMHUKO-NAPAKJINHIYECKUX, CTPYKTYPHBIX, (DYHKIMOHAIBHBIX MOKA3aTelieil, reMOMHAMIYECKHX H3MeHeHHii
MoYeK B COYETAHMH C MapamMeTpamMu (hyHKIMM SHIOTENNS M IUTOKHHOBOTO CTATYCA.

Karouegvte caosa: demu, xponuueckas 601e31b novex, OUCHYHKUUA IHOOMENU.

Ansa umtupoBaHuns: YecHokoBa C.A., BsisikoBa A.A. [laToreHeTuyeckmne mMapkepbl AnarHOCTUKU U MPOrHO3MPOBAaHWUS XPOHNYECKOW 601e3HU
novek y aetei. Poc BecTH nepuHaton v neavatp 2021; 66:(3): 62-69. DOI: 10.21508/1027-4065-2021-66-3-62-69

The authors present their own results of scientific research on the clinical and paraclinical characteristics of various stages of chronic
kidney disease in children. They determine pathogenetic markers for the diagnosis and prognosis of chronic kidney disease in child-
hood with the assessment of the set of endothelial dysfunction markers. The authors proved diagnostic and prognostic value of a
stepwise increase in arterial hypertension, urinary excretion of prosclerotic, pro-inflammatory cytokines and growth factors with
a simultaneous decrease in urinary excretion of anti-inflammatory cytokines, an increase in the level of microalbuminuria, distur-
bances of urodynamics and intrarenal hemodynamics.

The authors developed an algorithm for the diagnosis of chronic kidney disease in childhood, taking into account pathogenetic factors
with an assessment of the complex of clinical and paraclinical, structural, functional parameters, hemodynamic changes in the kid-
neys in combination with the parameters of endothelial function and cytokine status.
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poHMUYecKasi 00Jie3Hb TMOYEK — BTO MCXOJA XPOHU-

YECKUX IPOrpeccUpyrolnx 3a00JeBaHUll TTOYeK,
XapaKTepU3yIIUHCS  HeoOpaTUMBIMU  CTPYKTYPHO-
MOpPGhOJOrMYEeCKUMU U (PYHKLIMOHAIbHBIMU Hapyllie-
HUSMM TI0YeK, TEPCUCTUPYIOIIMMU B TedeHUe 3 Mec
u 0osiee BHE 3aBUCUMOCTU OT HO30JIOTMYECKOTO JAUa-
rHO3a, C HaJIMuMeM KJIMHUKO-TIApaKJIMHUYECKUX Map-
KEpOB CTPYKTYPHO-(PYHKIIMOHAJIBLHOTO TTOBPEXICHMUS
nouek [1—4]. Menuko-couuanbHas 3HAYMMOCTb IMPO-
O07eMbl XpOHMYECKMX OoJIe3Hel MoueK oO0ycloBIeHa
YBEJUUYEHUEM UX YaCTOThI, UHBATUIN3UPYIOIIAM XapakK-
TepOM, IIMPOKOW pPaclpOCTPAaHEHHOCTbIO B IETCKOM
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BO3pacTe HEPEAKO C PUCKOM Pa3BUTHS KU3HEYTPOKAIO-
mux coctostHMi |1, 2]. 3a6oneBaeMocTh HeponaTUSIMU
y neteit maaaiie 14 et B nocaeaHue 10 et yBeauumiach
B 1,6 pasa, y moapocTkoB — B 2 pasa [2]. AKTyaJbHOCTh
MnpoOeMbl 00yCJIOBJIeHa TaKXe ObICTPBbIM YBEJIWYEHUEM
Yyycjaa TAlMEeHTOB, HYXIAIOUIUXCSI B 3aMECTUTEIBHOM
MOYEeUHOM Tepanuu. HepemeHHBIMU OCTAIOTCST TPO-
GJIeMBbI TTO3HEl JMAarHOCTUKY 3a00JIeBaHUIA, OTCYTCTBUS
COTJIACOBAaHHOCTM [JE€UCTBUI MEXIYy BpayaMu pa3HbIX
crienanabHOCTel (TIemnaTpoB, He(pPOJOTOB, YpPOJIOTOB,
SHIOKPUHOJIOTOB, PEeBMATOJIOTOB M Jp.). BcnemcrBue
9TOT0 MALMEeHTHl HAIMPaBJISTIOTCS K He(POJIOTY Ha O3/~
HUX CTaaUsIX XPOHUYECKON OO0JIe3HM I0YeK, B CBA3U
C 4YeM BO3MOXHOCTU He(MpPOIPOTEKTUBHON Tepanuu
HCIIOJIB3YIOTCSI HepallMoHaabHO [3—7].

IMpuMeHseMble B TleAMATPUKM METOABI JUATHOCTUKHU
MOBPEXIECHMS TMOYeK MaJTOMH(MOPMATUBHBI TSI OLEHKU
paHHUX CTaJAuN CTPYKTYpHO-(DYHKIMOHAJILHOIO TOpa-
>keHMs1 opraHa [6—9]. JIo HacTosIero BpeMeH!U He pas-
paboTaHbI KJIMHUKO-TIapaKJIMHUYECKHE MapKepbl
U KPUTEPUM TIPOTHO3UPOBAHUS TEUECHUST XPOHUYECKUX
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Yecnorosa C.A., Bsakosa A.A. [laToreHeTuecKiie MApKephl TMarHOCTUKY U TIPOTHO3UPOBAHMS XPOHIIECKOI G0Me3HU MOYeK y AeTeit

3a00JIeBaHUI MOYEK, B CBSI3U C UeM 3aTPyIHUTEIbHA Tha-
FHOCTHMKA PaHHUX CTaauii 00j1e3HU y aereit [6]. OcTaeTcst
HEpelIeHHON MeIUKO-COoLMalbHasl TpodyiieMa paHHEro
BBISIBJIEHUS U 3aMeIJIEHUsI POrpeccupoBaHus 3a00JieBa-
HUI1 TOYeK pa3HOI 3THUOJOTUHU C OTAajeHueM (pOopMHUpPO-
BaHUs XpOHNYECKOI 00JI€3HM TTOYEK, CHIDKEHNEM pHCKa
Pa3BUTUS OCJIOXHEHMI, O0YCIIOBIEHHBIX TUCHYHKINEH
nouex [7, 10, 11].

Ileasr uccnenoBanus: ornpeneauTh MaTOreHETUYECKIE
MapKepbl TUAarHOCTUKW M IIPOTHO3MPOBAHUS XPOHUYE-
CKOIi 00JIe3HU TTOYEK Y JIeTeN.

XapakTepuctuka peten u MeTogbl UCccriefoBaHUs

IIpoBenen perpocnekTuBHBIN aHaau3 3500 McTopmii
00JIE3HM JeTeil ¢ XpOHUUECKUMU 3a00JIeBAaHUSIMU TTOYEK
C OLICHKOI Pe3y/IbTaTOB KOMITJIEKCHOTO KJIMHUKO-TIapa-
KJIMHU4Yeckoro obcienoBaHusi 120 maiuMeHTOB Ha pas-
JIMYHBIX CTAIUSIX XPOHUYECKOU 6oJie3HU MmoveK. Bo3pact
nereir — oT 1 roma go 17 yeT; mpocneKTUBHOE HaOII0Ie-
HUE OCYILIECTBIISIIN B TeueHue 3 jieT. B 1-1o rpyriny Bouiu
90 nereif, B TOM 4HCJIe B MOATPYIIy A BOIUIM Talu-
eHTbI C XpoHUUYecKoi 6ose3Hu nouek I cramuu (n=40);
B 1b moarpyrnny — mauMeHThl ¢ XpOHUYECKOI 00Je3HU
nouek Il cranuu (n=34); B moarpynmny 1B — mamueHTsb
¢ XxpoHmdecKoi 6osnesHu movex III-IV cramuu (n=16).
Bo 2-10 rpynity BKIIOYMIN TAIMEHTOB ¢ XPOHUYECKUMU
3a00/IeBaHUSIMUA  TTIOYeK 0e3 MPU3HAKOB XPOHUYECKIA
6osie3nu novek (n=30). KoHTposbHas rpyria BKiIrJaia
30 yCIOBHO 300POBBIX ACTCH.

B paGoTe BBHIMOJIHEH KOMILIEKC KIMHUKO-aHAMHeE-
CTUYECKUX, JIAOOPATOPHBIX, MHCTPYMEHTAIBHBIX, (DYHK-
LIMOHAJIBHBIX U CIIEUMAJbHBIX WCCIICNIOBAHMI C KOJMYe-
CTBEHHBIM  OIpeJe/ieHueM ToKasaTesiell  ITUCOYyHKIUN
SHIOTEJINS — SHIOTEIMHA- |, TOMOLIMCTENHA, ACUMMETPHY-
HOTO IMMETWJIApTMHUHA, THTMOWTOPa aKTUBAIIK TIa3MU-
HoreHa 1-ro Tuma, uucratuHa C, MOYEBOTO JIMTTOKAIMHA,
aCCOLIMMPOBAHHOTO C XKeJIaTMHA30M HEUTPOMUIIOB; Tpo-
CKJIEpOTHYECKHX (PaKTOpOB pOCTa — TPOMOOLIUTAPHOTO
dakTopa pocta — AA, TpaHchopmupylolero ¢GakTopa
pocra B, akropa HeKposa OIyXOJNU ©; OINpEAETEHNE
CYTOYHOM 3KCKpPELUU IIUTOKWMHOB, B TOM YHCJIE TIPOBOCIIA-
JIMTeNbHBIX UHTepaeiikunos (UJT) — WUJI-1, UJI-6, NJI-8,
npotuBoBocnanuTeabHoro MJI-10 metomom ELISA.

Cratuctuueckass o0pabOTKa TOJYYeHHbBIX JaHHBIX
MpoBeeHa C TOMOIIbIO 3JIeKTPOHHbIX Tabnauil Excel,
nmporpaMMBbI Statistica 6.0, BKITtoualolleil Bce OCHOBHBIE
BUIBI CUCTEMHOTO aHajn3a W ITO3BOJISIONIe 0TOMpaTh
U aHAJIM3MPOBaTh TpeOyeMoe KOJIMYECTBO IMepeMEHHBIX.
Jlns1 mpoBefieHUsT KOPPEISIIMOHHOTO, (PaKTOPHOTO aHa-
JIN30B, TOCTPOCHUST PETPECCHOHHBIX MOJCNIEH M TIPOo-
rHoza MmetogoM bpaHmoHa ¢ BbiIeleHUEM 0a30BBIX
rnmapamMeTpoB MCIIOJb30BaHa mporpamma koregmnk.exe
noa Windows (32-6uToBasi anpecauus).

AHanM3 TIOJyYEeHHBIX JaHHBIX TPOU3BEACH ITyTeM
BBIUMCIIEHUSI cpelnHelt apudmerudeckoit (M), cpenHe-
KBaJIpaTUYECKOTrO OTKJIOHEHHUS (s), OMIMOKU CpenHei
(m) ¢ ToMoIlbl0 OMOMETPUYECKUX METOIOB aHaIu3a,

koaddunmenta CrbrogeHTa (f) ¢ MOCIEAYIOINIMM HaXo-
JKIEHUEM YPOBHSI JIOCTOBEPHOCTHU pa3inyuil (p) mo tad-
qunaMm. JIng BBISIBIEHUST CTaTUCTUYECKU 3HAYMMBIX
pa3auuuii B CpaBHMBAEMBIX TPYIIIaX WCITOJIb30BaHbI
napamMeTpuyecKrii METo/I U HerlapaMeTpUUYeCKUil paHTo-
BoIii MeTon. KoadduiimeHT Koppeasiinm MeXIy OCHOB-
HBIMU TlapamMeTpaMM paccuutaH 1mo CHupMeHy C Tpu-
MEHEHUEM KOPPESIMOHHOTO aHajlin3a M PacyeToM
koaddunmenta koppeisiuuu (). CreneHb TECHOTHI
CBSI3M OILICHEHA I10 BeJWYrHe Kod(h(PUIIMeHTa KOppeis-
muu no cucreme Konmgan: r<0,1 — CBSI3b OTCYTCTBYET;
0,1<r<0,3 — cnabas cBsa3b; 0,3<r<0,7 — ymepeHHas
cBsI3b; 0,7<r<1,0 — cunbHas CBSI3b.

Jnst  BbIUMCIEHUST WHOOPMATUBHOCTH TpU3HAKa
Orpe/iesieH TMarHOCTUYECKUA KO3 PUIIMEHT.

PesynbTrathbl

AHaJIM3 B3TUOJIOTMYECKON CTPYKTYpbl U (haKTOPOB
pucKa pa3BUTHUSI XPOHUYECKON OOJIE3HU TIOYEK y JIeTeit
MoKasajl, 4TO Cpeay TMalMeHTOB 1-if Ipymmsl Mmpeobsia-
natot (80%) TyOysI0-MHTepCTULIMATBHBIE O0JIE3HU ITOYEK,
aCCOLMMPOBAHHBIE C BPOXICHHBIMU TTOPOKAMU pa3BU-
TUSI OPraHOB MOYEBOI CUCTEMbI, peIIOKC-ypoIaTreid,
yponutuaszoM, damie (98%) ocinoXHEHHbIE pPEHAIBHOMU
uHdexmueir (puc. 1, 2). ¥V 8,9% neteit xpoHuueckas
60J1e3Hb TTOUeK C(HOPMUPOBATACH KAK UCXOJ IJIOMEPYJIO-
natuii; y 6,7% xpoHudeckas 00Jie3Hb MTOYEK pa3BUIIaCh
Ha (oHe BpOXIEHHBIX Hedpo- U TyOynonaTuii (Moyim-
KHCTO3, TUIOTUIa3Usl MOYeK, MOYSUHBIM KaHAIbIUEBbIi
anmmo3 u ap.); y 4,4% — Kak UCXo TeMOJTUTUKO-YPEeMU-
yeckoro cuHapoMa. Cpeau neTeit ¢ XpoHUYecKoi 601e3-
HbBIO TIOYEK TpeobIamain paHHWe CTaauu 3a0oJIeBaHUs:
I-Il cramusiy 74,3%, 111 u IV ctanum —y 25,7% (p<0,05).

Kak mokaszan aHaiu3, JINTETbHOCTh XPOHUYECKOTO
3a00J1eBaHUS MTOYEK IO BBISIBJICHUSI IPU3HAKOB XpOHUYE-
CKoIi 6osie3HM 1ToueK y 84,3% mauueHTOB He MpeBbIliana
4 ntet; y 13,7% nereii cocraBuia 5—7 JIET, y OCTAJbHBIX —
Oosiee 8 JeT. DTO CBUAETENBCTBYET O OBICTPBIX TeMITax
MPOTrPecCUpoOBaHUsI OOJIE3HU.

YcTaHOBIIEHBI MHULIMUPYIOLIME (haKTOPhI pucKa pas-
BUTHSI TIATOJIOTUM TTOYEK U (haKTOPHI TPOTPECCUPOBAHUSI.
K ¢dakropam MHULIMAIINN TTOPaKEHUST TTOYEK OTHOCITCS
BHYTPMYTPOOHAsI TMIIOKCHS TIIoJa, 3ajepskKKa BHYTPH-
YTPOOHOTO pa3BUTHUS TUIOAA, BPOXKIECHHBIE TMOPOKU
pPa3BUTHUSI OPraHOB MOYEBOM CHCTEMbI, MHTpapeHasIb-
HBII peduioke, MeTabosMuyeckue HapylieHusl (Tumep-
JIUTTUAEMMUS, TUTIEPXOJIeCTEpUHEMUS HapyllleHre OOMeHa
111aBeJIEBOM M MOYEBOI KHUCJIOT), peHaJlbHas MHPEKIIS,
HapyIlIeHUsT BHYTPUITIOYEUHOM FeMOIMHAMUKY, TOKCHYE-
CKOe NIEeWCTBME JIEKapCTBEHHBIX IperapaToB. MaKToOpsI
MPOTrPECCUPOBAHUS XPOHUUYECKUX 3a00JeBaHUI TTOYEK:
CHCTEMHas apTepyuabHas TUTIEPTeH3US; TeMOIMHAMUYE -
CKHe HapylIeHUs B TTOYKe, MPOSIBIISIONINECS TTOBBIIICH-
HOIi TTepdy3ueii MoYeuHbIX KIIyOOUKOB C Pa3BUTHEM BHY-
TPUKITYOOUKOBOM THIEPTEH3UM W TUIMEepPUILTpaIInN;
HapyIIeHUsT MUKPOLUMUPKYISIIUA U TUCHYHKIIUS SHIOTE-
JIVIST; TIOSIBJICHUE WJTU YBEJIMUEHKE YPOBHS MTPOTEUHYPUU.
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OPUIrNHAJIbHBIE C

6,7% 4,4%

B TWUBI, accouumnpoBaHHas
c BMNP oMcC, NMP

B [Apyrue BpOXAEHHO-
HacneacTBEHHbIe
HedpponaTum (BHH)

omepynonatuu

PekoHBanecueHT 'YC

Puc. 1. XapakTepucTHKA XpOHHYECKO# 00J1e3HU MoYeK y neteit OpeHoyprckoii ooaactu (n=120).
THUBII — Tyoyno-untepcTunmaibHas 0oje3ns nodek; BITP OMC — BpoKieHHbIe TOPOKH PA3BUTHSI OPrAaHOB MOYEBOIl CHCTEMBI;
IIMP — ny3bipHO-Mo4eTOYHHKOBBII pedhmokc; BHH — Bpoxkaenno-nacienacrsennbie Hegponatun; I'YC — reMoJMTHKO-ypeMude-

CKHi CUHIIPOM.

Fig. 1. Characteristics of chronic kidney disease in children of the Orenburg region (n=120).

TUBI ¢ ucxopome XBI npu:

BMP OMC B couetanumu c MMP,
ocnoxHeHHbix Xp.MH

B NMP, ocnoxHeHHom 3P

B Yponutuse, ocnoxHeHHom XplH

11,19

Puc. 2. CtpykTypa Ty0yJI0-HHTEPCTUIMAILHOM 0OJIE3HH NMOYEK C MCXO0M B XPOHHYECKYIO 00J1€3Hb MoYeK y aereit OpeHOyprekoit

oomactu (n=120).

TUBII — Tyoyno-uaTepcTHIMAIBHASA 00e3Hb MoYeK; XBII — xponnyeckas 60e3np moyek; BIIP OMC — BpoxkIeHHbIe OPOKH
pa3BuTHs opranoB MouyeBoii cuctembl; [IMP — my3bipHo-mMouyeTounnkoBblii pedokc; XpIIH — xponnyeckwuii nueonedpur; PH —

pedokc-HedponaTus.

Fig. 2. Structure of tubulo-interstitial kidney disease with outcome in chronic kidney disease in children of the Orenburg region (n=120).

ITo maHHBIM CYTOYHOTO MOHUTOPHMPOBAHUST apTEepPH-
aJbHOTO JaBJICHWSl apTepuajbHas TUMEPTeH3Us OblLIa
BhIsBIIeHa Y 52,1% mauueHToB Ha | cTaguu XpoHMYe-
cKoli 6ose3HM TIoueK, y 100% nereit (p<0,05) — Ha I11—
IV cragum, yTo moaTBepxKAaeT NMaTOreHETUYECKYIO POJib
apTepyuaJbHON TUTIEPTEH3WHU B MPOTPECCUPOBAHUM XPO-
HUYeCcKol 0ojie3HM moudek. Jloka3aHO, YTO aHTHMOTCH-
3uH-11  gBisieTcss MOIIHEWIINM Ba30KOHCTPUKTOPOM,
BBI3bIBACT BHYTPUITOUYEUHYIO TMIIEPTEH3UIO W MIIEMUIO
IMOYKM C Pa3BUTHEM He(pocKiIepo3a, MHAYLUPYET CHH-
Te3 TpaHcdopMmupyoliero gakropa pocra B, Tpombo-
LIMTApHOTO (akTopa poOCTa, OCTEOTOHTHMHA KJIETKaMU
KaHaJIbLIEB, YTO MPUBOIUT K ITPOrPEeCCUPOBAHUIO MHTEP-
ctuumanbHoro ¢gudpo3sa [10].

YCTaHOBIIEHO, YTO TII0 Mepe MPOrpecCUpOBaHUS
HedhpocKIIepo3a y IeTeil CHUXKaeTcs 9acToTa peluIuBOB
peHanbHOI MHMekuu co 100 mo 67,8% (p<0,05).

IIpu cpaBHUTEIPHOM aHaaW3e TOKaszaTesieil (yHK-
LIMOHAJIBHOTO COCTOSTHUSI TIOYEK Ha Pa3IMYHBIX CTATUSIX
XpPOHUYECKOI OOJIe3HW TTOYeK HaMM HOKa3aHO Mpo-
rpeccupylolliee HapacTaHWe TEMIIOB CHUKEHMSI CKOPO-
CTU KJIYOOUKOBOM (pubTpauuu 10 5,9—6,2 MJI/MUH/TOJ
yepe3 4—5 net ot gebrota 6one3nu. [lpu atom Ha I cy0-
KJIMHAYECKON CTaaguM CKOPOCTh KIyOOYKOBOW (hUJTb-
Tpamuy HapylieHa y 85% maiueHToB, y 7,7% BBISBICHA
runephuIbTpanus. TeMITbl CHUDKeHUS CKOPOCTH KITy0OoU -

KOBO (DUJIBTpAlIUM Y AETeil C XPOHUYECKOU 0O0JIE3HBIO
MOYeK acCCOLMMPYIOT ¢ HapacTaHWEM YacTOThI Pa3BUTHS
aprepuajibHOil runepreH3uu (r=—0,94), 4yto TMoATBEp-
KIaeT MX KIWHUYECKYI0 3HAYMMOCTh KaK KPUTEpHEB
CYOKJIIMHUYECKOM CTaIUKM XPOHUYECKOI O0JIE3HU MOYEK.

VY 100% manmenTtoB ¢ HavanbHbIMU (I—11) cramusamu
XpOHMYECKOI OOJIE3HN TI0YeK BBISIBJICHO COYETaH-
HOe HapyllleHWe CKOPOCTH KJIyOOUKOBOM (uiabTpanuu
U TYOYJISIpHBIX (DYHKLMI TTOYeK: CHUXKEHUE SKCKpe-
LIMM TUTPYEMBIX KMCJIOT, aMMMaKa, YPOBHS KaHaJblle-
Boli peabcopOmum, HapylieHMe KOHLEHTPAIMOHHOM
(GYHKIMU TI0 TIOKA3aTe/II0 OTHOCUTEIbHON IIJIOTHOCTU
Moun. [Ipu mporpeccupoBaHUM XPOHUYECKOM OOJIe3HU
MOYeK YCTAHOBJIEHBI MPsSIMble KOPPEISALIMU TTOKa3aTeIei
KaHAaJIbLEBBIX AUCOYHKINI C YPOBHEM CKOPOCTU KITy-
6oukoBoit (unbrpanumn (r=0,252; p<0,05), cyrouyHoi
npoteunypueii (r=0,652; p<0,05), ypoBHeM KpeaTUHUHA
B cbiBopoTKe KpoBu (r=0,333; p<0,05).

JlokazaHO, YTO MapaMeTpbl BHYTPUIIOYEYHON TeMO-
IWHAMUKW yX€ Ha HavallbHOM | cTammm XpoHWYecKoi
00JIe3HU MOYeK MOCTOBEPHO HUXKE, YeM y nereid 2-i
u KoHTposibHOU Tpynm (p<0,05), u 3T0 MoaTBepXKIaeT
JIMarHOCTUYECKYI0 MH(OPMATUBHOCTD TTOKa3aTeJieil BHY-
TPUITOYEUYHOM TeMOAMHAMUKU KaK KPUTEPUEB OLIEHKH
CYOKJIIMHUYECKOM CTaIUU XPOHMUYECKOIN OOJIE3HU MOYEK
y neteit (puc. 3).
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Puc. 3. Tloka3arem BHYyTPUIIOYEYHOI TeMOIMHAMMKH Y JIeTeid ¢ XPOHHYECKOi 00J1e3HbI0 MOYeK.

XBII — xponnyeckas 60ie3Hb MOYEK; VS—CHCTOJINYECKAS CKOPOCTb KPOBOTOKA; Vd — IMacTO/IMYecKasi CKOPOCTh KDOBOTOKA;
S/D — cucrononuacromyeckoe oTHouienune; Ri — unaekc pesucrenTHoctu; Pi — myabcanmoHHbiii HHIEKC.

Fig. 3. Intrarenal hemodynamic parameters in children with chronic kidney disease.

ITo Mepe mporpeccpoBaHUsT XPOHUUYECKOM OOJIe3HU
MOYeK BHYTPUIIOUYEYHAs] TeMOAMHAMMKA XapaKTepu3y-
€TCsI JIOCTOBEPHO 0oJiee BBIPAXKEHHBIMU HapYIICHUSIMU
IMapaMeTPOB LIBETOBOTO AOMIUIEPOBCKOTO KapTUPOBAHMSI,
CBUIIETCJIBCTBYIOIIMX O TYpPOYJIEHTHOCTH KpPOBOTOKA,
aCUMMETPUM TeMOIMHAMUYECKMX ITOKa3aTeseil, JIoKa-
LIMU PEAKUX, ICTOHYEHHBIX U Je(OPMUPOBAHHBIX COCY-
noB, nuddy3HoM odbeagHeHumn BacKyasipuzaunu (p<0,05).
Y 100% mnanueHTOB C XPOHUYECKON 0O0JIE3HBIO ITOYEK
BBISIBJICHBI COYETAHHOE IMOCTAIMITHOE CHUKEHUE TMOKa-
3aTejiell  MOYEYHOro KPOBOTOKa (CpeaHel CKOpPOCTU
MPOXOXAEeHUsI pamrodapmIperniapata yepe3 COCyIaucToe
pycJio TIoUeK, BKJIaJa CyMMapHBIX CKOPOCTEl, ToKa3a-
TeJIsl BKJaga B o0llee HaKoIIeHe) U U3MEHEeHUE CTPYK-
TYpPHBIX TTOKa3aTesieil MoYeK B BUAEC YMEHBIICHMS pa3-
MEpOB, CHIXEHUSI KOJU4YecTBa (HDYHKIIMOHUPYIOIIEH
MapeHXWUMbI, HEPOBHOCTU KOHTYPOB OpraHa, HaJu4us
oy4aroBbIX WK AM(PDY3HBIX TPOSIBIIEHNT HepocKieposa
(110 TaHHBIM HepOoCHMHTUTPahUN).

Hamu ycTaHOBIIEHBI TOCTOBEPHbBIE PA3IMYMS YPOBHSI
arpoymuHa B Moue y 100% neteit ¢ XpoHUYECKOI 60Ie3-
HbIO TTOYEK IO CPaBHEHUIO C TaKOBBIM y TAlMEHTOB
C XpOHUYECKUMU 3a00JIeBAHUSIMU TTOYEK O3 MPU3HAKOB
XPOHMYECKOM 0O0IE3HM MOYEK C DKCKpELMeil alboyMrHa
6osee 25 mr/m (p<0,05). Tlpu atom Ha I cramum y 60%
IeTell ¢ XpOHUYECKOH OOJIE3HBIO IOYEK BBISIBISIIACH
MMKPOAILOYMUHYPUSI, TIOATBEPKIAst €€ POJIb KaK OTHOTO
13 BBICOKOUYYBCTBUTEIBLHBIX MapKepOB MPOTHOCTUYECKHU
HeO0JIaroNPUSITHOTO TTOPaKEHUS TIOYEK.

CoBpeMeHHast KOHLEIIIUS Pa3BUTHS U TIPOTPECCUPO-
BaHUsI XPOHUYECKOM OOJIE3HU TOUEK TpeOyeT HAydHOTO
KJIMHUKO-TIAaTOT€HETUYECKOTO OOOCHOBAHUS 3HAYCHUSI
IUCGHYHKIIMU SHIOTEIUS KaK BO3MOXHOTO MPOTHOCTH-
YECKOro MaTOTeHETUIECKOro (hakTopa pa3BUTHUS Hepo-
ckirepo3a|9, 11—15]. KommekcHas olleHKa KIIMHUKO-TIa-
PAKIIMHUYECKHX, CTPYKTYPHO-(PYHKIIMOHAJBHBIX IOKa-
3aTejieit TToUYeK M MX B3aMMOCBSI3M C COCTOSTHUEM (DYHK-

LIMY SHIOTENIUS Y IeTei Ha pa3IMnYHbIX CTaAUSIX XpPOHUYE-
CKOIi 00JIE3HU TTOYEK TMO3BOJIMJIA HE TOJBKO YCTAHOBUTH
KJIMHUYECKOEe 3HaYeHMe 3TuX (pakKToOpoB, HO U pa3pabo-
TaThb KPUTEPUN TUATHOCTUKU CYOKJIMHWYECKUX Hayaslb-
HBIX CTaANi XpOHUYECKOM 00J1e3HU oveK [16].

Ilpu omnpeneneHun GYHKUMOHATBHOTO COCTOSIHUS
BHIOTEIUS Y MAUUEHTOB C Pa3IMYHBIMU CTAIUSIMU XPO-
HUYECKOK O0O0JIe3HM TMOYEK HaMUu BIIEPBBIC BbISIBJIEHbI
HapylIeHUs] Ba30MOTOPHOM, MpoJncepaTUBHONW U TIPO-
BOCTIAJIUTEIbHOM (YHKIIMI SHOOTENMSI y TALMEHTOB
Ha CYOKJIIMHUYECKOW CTaauu XpOHMYECKON O0Je3HU
MoYeK B BUE TOBBIIIEHUS] CBIBOPOTOYHON KOHILIEHTpa-
LIMM Ba30KOHCTPUKTOpPA SHJAOTEJMHA- 1, IIaBHOTO MHTU-
ouropa ¢puOPMHOIM3Aa UHTMOUTOPA aKTUBALIMU TIA3MU-
HoreHa 1-To TuIa, aCMMMETPUYHOTO TMMETUIapTUHWHA,
CBIBOPOTOYHOT'O TOMOLIMCTeMHA, IiuctatuHa C, MOYeBOTO
JINTIOKAJIMHA, aCCOLIMMPOBAHHOTO C KeJIaTMHA30M Hell-
TpoduiioB (puc. 4—6). JlokazaHO, 4TO IPU ITPOTPECCUPO-
BaHMU XPOHUYECKOI 0OJIE3HU MOYEK OTMEYaeTCs IoCcTa-
nuitHoe yBenmdyeHue auchyHkumu sHnorenus (p<0,05).
BriepBbie BbISIBJIEHBI JOCTOBEPHbBIE pa3IMuMs TTOKa3aTe-
JIeil MUCHYHKIMU 3HIOTENUSI TIPU Pa3IMYHBIX CTaausIX
XPOHUYECKOI 00JIe3HU MOUYeK: MaKCUMaJIbHO BbIPaXKeH-
Hele Ha I1I-1V cTtagum n Koppenupylomme co CTpyKTyp-
HBIMU M3MEHEHUSIMU TMOYEK W CTAAMAHBIM CHUKEHUEM
napamMeTpoB (PYHKIMUU MOYEK, YTO MOATBEPKAACT UX T1a-
THOCTUYECKYI0 MH(OPMATUBHOCTD.

I1pn ourleHKe HUTOKMHOBOIO POdPUIIS y AETEH C Xpo-
HUYECKON OO0JIe3HBIO TOYEeK HaMU BbISIBJIEH CHUCTEM-
HBIM M JIOKAJbHBIA MMMYHHBIM JHUCOajaHC: TTOBBIIIC-
HUE MPOCKJIEPOTUYECKUX, TTPOPUOPOreHHbIX (PaKTOPOB
pocta — TpaHcdopMmupyiolero dakropa pocra f, dak-
TOopa HEKpo3a ONyXOJu ¢, TPOMOOUUTApHOTO (hakTopa
pocta AA; HapacTaHME MPOBOCTATUTEIbHBIX LIUTOKU-
HoB — WJI-6, NJI-8, NJI-1; cHI>XKeHUE MPOTUBOBOCTIAIM -
teabHOTO NJI-10. ITpu nporpeccupoBaHM XpOHUYECKOM
00JIe3HU TTOYEK MTPOUCXOAMIIO TTOCTAAUHOE YBEeUUEeHUE
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a AupoTtenuH-1, nr/mn

XBM -1V cragum** |
XBll CTa,EI.VIM*-
XBI | CTa,D.I/IVI**-
X3 6e3 XBM* |

KoHTponbHasa rpynna

0 50 100 150

*_ p<0,05, ** — p<0,001

OPUINHAJIbBHbBIE CTATbU

0 SupoTenuH-1, nr/mn

XB Hi-1v CTa,D,VIVI**}
XBMn Il cragun*
XBMl crap,mm**-
X3 6ea XBM* |

KoHTposnbHasa rpynna

2000
4000
6000 gn00

Puc. 4. Ypoens 3un0TemHa-1 (a) 1 roMonucTenna (6) B CHIBOPOTKE KPOBH Y 00C/I€IOBAHHBIX JIETeil.

XBII — xponnyeckast 60Jie3Hb OYEK.

Fig. 4. Endothelin-1 (a) and homocysteine (0) level in blood serum in the examined children.

a BEADMA* EPAI-1* Hr/mn
XBM -1V cTagun _H—l—.
XBIM Il ctagnn |
XBI1 ctagun |
X30M 6e3 XBI1 |

*p<0,001; **p>0,05. 0 20 40 60 80

0 B PDGFAA** W uNGAL*, Hr/mn
XBIT -1V ctagnn
XBI Il ctagumn
XBI | ctagun
X3 6e3 XbI
0 10 20

Puc. 5. YpoBeHb acummeTpuaHoro nuMetuiapruanaa (ADMA, a), pomoomurapHoro gakropa pocta (PDGF-AA, 0), naruoutopa
akTuBaun ma3vunorena 1-ro tuna (PAI-1, a) B KpoBH 1 MOU€BOT0 JMIIOKAIMHA, ACCONMMPOBAHHOTO C XKeJaTHHA30ii HedTpoduioB

(uNGAL, 6) B MouYe y 00C.IeIOBAaHHBIX JeTeil.

Fig. 5. The level of asymmetric dimethylargnine (ADMA, a), platelet growth factor (PDGF-AA, 06), plasminogen activation inhibitor
type 1 (PAI-1, a) in the blood and urinary lipocalin associated with nephrophil gelatinase (uNGAL, 6) in urine in the examined children.

a LinctatuH C* B CbIBOPOTKE, Hr /M
XBM -1V cTagum it | |
XBIM Il ctagnn | E
XBIM 1 ctagnn 1
X3M 6e3 X5 |
*p<0,05; **p<0,001 0 50|00 100|00 150(|JO

0 LUuctatuH C** B MoYe,Hr/mn

71 | I I

XBI -1V ctagun

XBIM Il ctagnn

XBIM 1 ctagnn

X3 6e3 XbI1

1 1 1
0 50 100 150 200

Puc. 6. Yposens nuctatuna C B ChIBOPOTKE KPOBH (a) U Moue (0) y 00C/IeIOBAHHBIX eTeid.
Fig. 6. The level of cystatin C in blood serum (a) and urine (0) in the examined children.

SKCKpPEIMU C MOYOM MPOBOCTIATIMTEIbHBIX, TTPOCKIIEPO-
TUYECKUX IUTOKMHOB U (PaKTOPOB pOCTa C OTHOBPEMEH -
HBIM TTOCTAJAMIHBIM CHMXXEHUEM OKCKPELMU € MOYOM
MpoTUBOBOCTIaUuTebHOTO IIuToKMHA UJI-10 (p<0,05).
IMokazaHo, yto (hopMUpOBaHWE W TIPOTPECCUPOBA-
HUE XPOHUYECKON OOJIC3HU TTOYEK Y JeTell MPOUCXOANT
MpU BO3IECUCTBUU KOMILIEKCa TATOTeHETUYECKUX (hak-
TOPOB: HapyLIEHWS YPOAWHAMUKU W BHYTPUIIOYCUHOM
reMOJAMHAMUKY, TIOCTAIUITHOTO HapacTaHUs apTepualib-

HOW TUMNEPTeH3UU W NUCOYHKIMU dHAOTEIUs. Y 0O0ib-
HBIX JIETeil HAaMU BbISIBJICHO MOBBIIIIEHUE KOHIIEHTPALIUU
rnokasaresjieir sHAoOTeJnHa-1, WHrMOMTOpa aKTUBALIMU
IU1Ia3MMHOTeHa 1-Tro TuIa, aCuMMETPUYHOTO TUMETUIap-
TMHUHA, ToMoLMcTernHa, uuctatuHa C B KpOBU; MOYe-
BOTO JIMITOK&JIWHA, ACCOUMMPOBAHHOTO C XEJIaTHUHA30M
HelTpoduios, nucratiHa C B MOYe B COYETAHUU C YCU-
JICHUEM 3KCKPEUUU TPOCKIEPOTUIYECKUX, MPOBOCTIAIN-
TEJbHBIX LIMTOKMHOB U (HaKTOPOB pocTa (TpoMOOIIMTap-
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Horo ¢akTopa pocta AA B KpOBH, TPaHC(HOPMHUPYIOIIETO
(akropa pocta f, dpakTopa HEKpO3a OMYXOJIU o, UHTEP-
JIeiKMHa- 1, MHTeplleKnHa-6, WHTeIeKIHA-8 B Moue)
MpY OJTHOBPEMEHHOM CHIUKEHUM 3KCKPEIUM MPOTUBO-
BOCTIAJIUTEIbHBIX LIUTOKMHOB (MHTepJieiikuHa-10), yBe-
JIMYEHUU YPOBHSI MUKPOATLOYMUHYPUH.

B pesynbrate (¢axkTOpHOrOo aHajaM3a BBIACICHBI
U ONpeleieHbl KPUTepUU T (DOPMUPOBAHUST TPYIIII
pUCKa pa3BUTUS XPOHUYECKOI OOJIE3HU MOYEK:

— BPOXJIEHHBIC TTOPOKM Pa3BUTHUSI OPraHOB MO4Ye-
BOW CHUCTEMBI, Iy3BIPHO-MOYETOYHUKOBBIN pediiokce,
HeliporeHHass AUCMYHKLIMUS MOYEBOM CUCTEMBI U HX
COYeTaHWUS;

— apTepMayibHasi TUTIEPTEH3USI;

— HapyllleHWe  TreMOAMHAMUYECKUX
MoyYeK;

—nUCYHKINS DSHAOTENMS W LIMTOKWUHOBBINA HC-
OaJaHc;

— paHHUIi Ae0I0T MaTOJIOTMYECKOTo Tpoliecca B Mov-
Kax (mo 3 ner);

—YacThle PeLUIUBEI PeHAILHON MH(MEKINN U AeOI0T
nuejaoHedpuTa B TPYAHOM BO3pPacCTe;

— BHYTPUYTPOOHAsI TUIIOKCHS U 3alep:KKa BHYTPU-
YTPOOHOTO pa3BUTHUSI T1J10/1a, HEOHOIIEHHOCTb.

Hamu paspabotaH ajJlrOpUTM AUAarHOCTMKU pPaHHUX
CTamuii XpOHUYECKOI OO0JIe3HM TOYEeK Yy JeTeil C Ipo-

rnokasarTesen

pred XPOHBUECKOE FAGOICBAHHE NOUCK o

AHATHE AHAMHECTHYSCKHX
H BAHHHE-NAPARAHHHAYMECRHX

hakToPOl NOBPEKASHHA NOYeK

H NOKAIATEIAM BHYTPHIOUESHHOH MEMOAHHAMHEN

AHAINS CTPYKTYPHBIX HEMEHSH I nowex
Mo ROrpadiuEcKM NAPAMETPaM

I MpueyreTeyior I

L

3

OreyreTeyior

| CKd, nokazaresn pyHELUME KAHANBLLIECS {AUNA0-AMMOHHOINCHES 1 ap. ) |

CKD =91 sn/smn/ 1,73 m?

HE HAPYLIEH aunic-aMMOHN ONeHes

| Fpynna pucka no XbI |—

CKD cumaena < 89 /a1, 73 w?
HAPYIEH aunao-aMMOHHONeHE3

| Huaexcauns I=11 w L=V crammit XBIT |

| Juenamcepuoe nadaoaeHne |

—_i MOHHTOPHHI XEIT }
v ¥ ¥
¥i3iH Tect | Hapywenne oy nkunun novwex
(A, LK) HA MHKPOAALGYMUHY PHIO
MOHHTOPHH ¢
¥ [ToaomuTeAbHBIi | OrcyTcreyeT |
Onpenenenne TECT
I'I'ﬂpllMeTPDB v r
s OTpHUATeLHAR | Hmeerea |
pynrumn, npoGa
tpaxTopon pocTa, CyTounoe
UHTOKHHOBOMD MUHIITBPIIPDBEHIIC
npoiuan Al i
+ ¥ Hugexcauna
OTeyTeTBY 10T Hopmanshoe I-11 eTannii
HBMEHEHHA AJl XEI
L ¥
Hmerorea ApTepranbHan 1 1
HIMEHEHNA rHIEPTEHINA | Ancnancepnoe nabmoaenne |

Puc. 7. AITTOpuTM THATHOCTHKH XPOHMYECKO# 00J1€3HH NMOYEK y IeTeid.

CK® — ckopoctb Kiy0oukoBoii puiabrpanun; Y3U — yasrpassykoBoe uccienosaunue; JIT' — nonmiaeporpadus; IIJIK — useroBoe
JonmiepoBckoe Kapruposanue; A/l — aprepuanbHoe napiaenue; XBIT — xpoHuueckas 00J1e3Hb MOYEK.

Fig. 7. Algorithm for the diagnosis of chronic kidney disease in children.
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IPECCUPYIOIIMM TEYEHMEM XPOHUYECKOIo 3a00JieBaHUS
noyek. B mporpamMmy auMarHOCTMYECKOro OOC/IeIOBaAHUS
PEKOMEHIOBAHO BKJTIOYUTH OLIEHKY KOMILIEKca ToKa3a-
TeJIel CTPYKTYPHO-(PYHKIMOHAIBHOIO COCTOSIHUS TTOYEK
U TMATOreHETUYECKUX (haKTOPOB C OLIEHKOM BHYTPUIIO-
YEYHOI TreMOAMHAMUKM, YPOAMHAMMKU B COYETAHUU
C IMOKa3aTe/IsIMU TUCPYHKIIUU SHIOTEINS U LIUTOKUHO-
Boro craryca (puc. 7).

Oﬁcy)Kp,eHue N 3aKJjilo4yeHue

DdopmupoBaHue rpyIin pucKa pa3BUTHUSI XPOHUYECKOIM
00JIe3HU TTOUYEK PEKOMEHIYETCSI IPOBECTU C YIETOM KOM-
iekca MHQGOPMATUBHBIX ITOKa3aTeJieil: HacJIeICTBEH-
HOCTb, OTSTOIIEHHAsI MO XPOHWYSCKUM 3a00JIeBaHUIM
MOYeK; MEINKO-OMOJIOTUYECKNI aHaMHe3; ITaTOJIOTHS
MepUHATAJIBHOTO TIeproa — TUITOKCHS TIJI0Aa, 3aaepKKa
BHYTPUYTPOOHOTO pa3BUTHS IIJIoAa — HEIOHOIIEHHOCTh
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OPUINHAJIbBHbBIE CTATbU

IIpeaukTopbl pa3BuTHsi OPOHXUAILHON ACTMbI Y JIeTeil TOIKOJbHOT0 BO3pacTa
C PEKYPPEHTHBIM OPOHX000CTPYKTHBHBIM CHHAPOMOM

H.B. lllaxosa’, E.M. Kamasmoinosa?, T.C. Kawunckas', O.1O. benosa’

'Pre0y BO «AnTancknin rocygapcTBeHHbI MeanuMHCKNin yHuBepcuteT» MuHisgpasa Poccun, BapHayn, Poccus;
2dreQy BO «Cunbupckuii rocyaapCTBEHHbIN MeauLMHCKUIA yHuBepcutTeT» Munaagpasa Poccum, Tomck, Poccus;
SKpaeBoe NBY3 «[eTckasa ropoackas 6onbHuua N21», BapHayn, Poccus

Predictors of bronchial asthma development in preschool children with recurrent broncho-
obstructive syndrome

N.V. Shakhova', E.M. Kamaltynova®, T.S. Kashinskaya', O.Yu. Belova’

TAltai State Medical University, Barnaul, Russia;
2Siberian State Medical University, Tomsk, Russia;
3Children’s City Hospital No.1, Barnaul, Russia

Heab uccaenoBanus. M3yuntsb npenukTopsl opMUPOBaHUS OPOHXHAJIBHOM aCTMBbI K 5—6 rogam Ku3Hu y aeteii 3—4 JieT ¢ pekyp-
PEHTHBIM OPOHX00OCTPYKTHBHBIM CHHIPOMOM.

XapakTepucTHKA JIeTeil M MeTo/Ibl HccienoBanus. IIpoBeeHo KOropTHoe MPOCIEKTHBHOE HCcieoBanme ¢ yuacTem 61 pedenka 3—4 et
C PeKyppeHTHbIM OPOHX000CTPYKTHBHBIM cHHIpoMoM. Kputepun BKioYeHns: Bo3pacT 3—4 roja; >3 3nn3010B CHHIPOMA OPOHXMAJIbHOM
o0cTpyKimu 3a npomenmue 12 mec; uaopmMupoBanHoe 100poBosibHOE coriacue. Ha mepBom BU3uTe onpeesisyii YpOBHH CHIBOPOTOYHOTO
neprocTiHa, cnemupuyecknx IgE K MHraIsuMoHHbIM ajuiepreHam, oomero IgE u yucia 3o3uHoduioB kposu. Yepes 24 mec, Bo BpeMst
BTOPOrO BU3UTA, MPOBOAWIM TMATHOCTUKY OPOHXMABLHOI acTMbl HA ocHoBaHuM KputepueB GINA (updated 2019). N3yyenue npemvk-
TOPOB Pa3BUTHSI OPOHXHUAILHOM ACTMBI IPOBOUIM € IIOMOILIBIO OMHAPHOTO JIOTHCTHYECKOTO PErPecCHOHHOTO AHAJIN3A.

Pesyasratel. Uepes 24 Mec ot Havyaja uccienosanus y 29 (47%) nereii ¢ peKyppeHTHbIM OPOHX000CTPYKTHBHBIM CHHIPOMOM JIHATHO-
CTHpPOBaHA OPOHXHA/IbHAS acTMA. He BbISIBIEHO BIMSIHKS YPOBHSI CHIBOPOTOYHOTO epuocTiHA U 00iero IgE Ha puck pa3Butisi OpoHXH-
aspHoii actvbl (p=0,194; p=0,269). [IperkTopaMu pa3BUTHS OPOHXUAJIBLHOI ACTMBI 10 JAHHBIM OMHAPHOI JIOTHCTHYECKOI perpeccun
CJIY2KAT OTSATOINEHHBIN ceMeiiHblii ajLieproyiornyeckuii anamue3 (otHomenue mancos — OIII 3,81; 95% noBepuTe/bHBINA MHTEPBAT —
1IN 1,14—12,74; p=0,015), naauuue amuiepriudeckoro punuta (OI1I 4,94; 95% /1IN 1,37—7,80; p=0,0001), ceHcnOnm3zanus K Kienry
Dermatophagoides pteronyssinus (OI11 1,80; 95% U 1,36—1,13; p=0,045) u 303unopumus (OI11 2,10; 95% U 1,23—4,83; p=0,055).
3akmouenne. [IpeqMKTopaMu pa3BuTHs OPOHXHAIBHONM ACTMbI K 5—6 roaM xKu3HHU Y J1eTeii ¢ peKypPeHTHbIM OPOHX000CTPYKTHBHBIM
CHHIPOMOM CJIYKAT OTSATOIIEHHDIIl CeMeiHbIil A/11eProJIoruyecKnii aHAMHe3, HAJIMYME AJIEPruYecKOro PUHUTA, CEHCHOMIM3anus
K Kiemy Dermatophagoides pteronyssinus, 303unopums.

Karouegvte caoea: demu, bponxuanvhas acmma, npeouKmopsl, OpOHX000CMPYKMUGHDbLIL CUHOPOM, AANEPRUYECKULL PUHUM, NEPUOCTUH.

Ansa untnposauns: Lllaxosa H. B., KamanteiHoBa E.M., KawmHckas T.C., benoBa O.FO. lpeavkTopbl pa3Butns 6pOHXMaIbLHOM acTMbl y Ae-
Tel AOLUKOJIbHOro BO3pacTa C PeKypPEeHTHbIM BPOHX00OCTPYKTUBHBIM CUHAPOMOM. Poc BecTH nepuHaton v neguatp 2021, 66:(3): 70-76.
DOI: 10.21508/1027-4065-2021-66-3-70-76

Objective. To study predictors of bronchial asthma development in children of 3-4 years old with recurrent broncho-obstructive syn-
drome by 5-6 years of age.

Material and methods. The authors conducted a prospective cohort study in 2018-2020 with the participation of 61 children aged 3—4 years
with recurrent broncho-obstructive syndrome. Inclusion criteria: age 3—4 years; > 3 episodes of broncho-obstructive syndrome in the past
12 months; informed voluntary consent. At the first visit the scientists determined the levels of serum periostin, specific inhalation allergens
IgE, total IgE and the number of eosinophils in the blood. In 24 months, at the second visit, bronchial asthma was diagnosed based on the
GINA criteria (updated 2019). Binary logistic regression analysis was used to study the predictors of bronchial asthma development.
Results. In 24 months from the beginning of the study, bronchial asthma was diagnosed in 29 (47%) children with recurrent bron-
cho-obstructive syndrome. The level of serum periostin and total IgE had no effect on the risk of developing bronchial asthma
(p=0,194; p=0,269). According to binary logistic regression, the predictors of bronchial asthma development are burdened family
allergic history (odds ratio — OR 3,81; 95% confidence interval — CI 1,14-12,74; p=0,015), allergic rhinitis (OR 4,94; 95% CI
1,37-7,80; p=0,0001), sensitization to the Dermatophagoides pteronyssinus (OR 1,80; 95% CI 1,36—1,13; p=0,045) and eosino-
philia (OR 2,10 ; 95% CI 1,23-4,83; p=0,055).

Conclusion. A burdened family allergic history, the presence of allergic rhinitis, sensitization to the Dermatophagoides pteronyssinus, eosin-
ophilia are the predictors of bronchial asthma development in children with recurrent broncho-obstructive syndrome by 5-6 years of age.

Key words: children, bronchial asthma, predictors, broncho-obstructive syndrome, allergic rhinitis, periostin.

For citation: Shakhova N.V., Kamaltynova E.M., Kashinskaya T.S., Belova O.Yu. Predictors of bronchial asthma development in preschool chil-
dren with recurrent broncho-obstructive syndrome. Ros Vestn Perinatol i Pediatr 2021; 66:(3): 70-76 (in Russ). DOI: 10.21508/1027-4065-
2021-66-3-70-76

I Iomopmﬂe SMM30[bl CHHIPOMAa OpPOHXUAIBHOU
OOCTPYKLMM LIMPOKO PAaCIpOCTPaHEHBbI CPEIU

SKU3HU BapbupyeT oT 12 1o 23%, cpenu neteit JOIKOJb-
HOTO BO3pacTa B EBPOMNEHCKMX CTpaHaX COCTaBJIsIET

nereii noiikoiabHoro Bo3pacta [1—3]. I[To naHHBIM JMTe-
paTypbl, pacnpoCTPaHEHHOCTb PEKYPPEHTHOTO OPOHXO-
OOCTPYKTMBHOTO CHMHApPOMa Cpeiu AETeil MepBOro roma

12,35%, B ctpanax JlatuHckoit Amepuxku — 19,27% [4-8].
B GONBIIMHCTBE CITy9aeB SITA3016I CHHAPOMa OPOHXUAITb-
HOW OOCTPYKLIMM MCYE3aroT K 6 TogaM JKM3HM, OJHAKO
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Llaxosa H.B. u coasm. [1penuKTOpBI pa3BUTHSI GPOHXMATLHON aCTMBI y IETel TOIIKOIBHOTO BO3PACTa C PEKYPPEHTHBIM OPOHXO0OCTPYKTUBHBIM CUHIPOMOM

NEPBbIA BU3WUT (2018 r.)

O6cnenoBaH 61 pebeHok B Bo3pacTe 3-4 neT ¢ pekyppeHTHbIM BOC.
— OnpepeneHve NepruocTHA B CbIBOPOTKE KPOBU.
— OnpepeneHuve ymcna 3031MHOMUIOB KPOBU.
— OnpegpeneHne obuero IgE B CbIBOPOTKE KPOBMU.

— OnpegpeneHve cneundunyeckunx IgE kK MHransgUMOHHBIM annepreHam.
— InarHoCT1Ka annepruyeckoro puHUTa Ha OCHOBaHUM KPUTEPUEBR
nokymenTa Allergic Rhinitis and its Impact on Asthma
(ARIA, nepecmoTp 2018 )

24 mec

BTOPOI BU3WUT (2020.)

JdunarHoctrka 6pOoHXMaNbHOM aCTMbl HA OCHOBAHUN KPUTEPUEB
nokymeHTa Global Strategy for Asthma Management and Prevention
(GINA, updated 2018)
3apernctpupoBaHo 29 cny4yaeB OPOHXMabHOM aCTMbl

Puc. 1. Cxema ucclienoBaHus.
BOC — 6ponx000CTPYKTHBHBI CHHIPOM.
Fig. 1. The flow-chart of the study.

rmocjie Tepuofa PEMUCCUM MOTYT TIOSIBUTHCSI BHOBB
¢ TIOCJIe YoM (POPMUPOBAHKMEM B ITKOJILHOM BO3pacTe
WJIM BO B3POCJION JKM3HU OpOHXUAJIBHOI acTMBI [9, 10].
ITpropuTeTHHIM HampaBJIeHUEM B TUAaTHOCTUKE OPOH-
XUAJbHOW acTMbl y JIETe paHHEro BO3pacTa CIIY>KUT
MOVCK KJIMHUYECKUX MPOTHOCTUYECKUX MOJEeil u O1o-
MapKepoB — TMPEeIUKTOPOB (hOPMHUPOBAHUS 3a00JIeBaHUS
[11—15]. B xauecTBe OMOMapKePOB-TIPESANKTOPOB paccMa-
TPUBAIOTCS OKCUJI a30Ta B BBIIBIXaeMOM BO3IyXe, OOIIMiA
n cnenudpuyeckre IgE, sosuHodwmibl kposu [16, 17].
Ilo manneiM H.M. Anderson m coaBrt. [18], abcoimoT-
HOE€ KOJIMYECTBO 303MHO(pMI0B KpoBu Oosee 300 Ki1/MKII
U CEHCUOWIN3AIMST K WHTAISAIMOHHBIM ajyiepreHaM B 3
pasza yBeJIMYMBAIOT PUCK Pa3BUTHUSI OPOHXUATLHON aCTMBI
K 6 romaM XW3HU, a YPOBEHb CHIBOPOTOYHOIO IE€pH-
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656015 Anraiickuii kpaii, BapHay, yi. lernoBckas, 1. 17

octuHa 6ojiee 150 Hr/MJ1 B TiepBble 2 rofa XU3HU YBEIU-
YUBaeT PUCK (HOPMUPOBAHUS OPOHXUATBHOM acTMBI K 6
rojgaM >XKU3HU B 2 pasa. Pe3ynbrathl OIMyOJMKOBaHHBIX
HCCIEIOBAaHU MUAarHOCTUYECKOM IIEHHOCTU OMoMapKe-
pPOB B KPOBU B KauyeCTBe MPEAMKTOPOB (POPMUPOBAHUS
OpOHXMAJILHOM acTMBI Yy JIEeTel JOIIKOJILHOIO BO3pacTa
C PEKYPPEHTHBIM OPOHXOOOCTPYKTUBHBIM CUHAPOMOM
MPOTUBOPEYMBBI, a W3Y4YeHHWE CBHIBOPOTOYHOTO IIepH-
OCTMHA B KadyecTBe IPEIUKTOpa OpOHXMATbHOM aCTMBI
00HapyXeHO HaMU JIMIIb B OHOM myoavkanmu [18].

Ienp ucciaenoBaHus: M3YYUTh MPEAUKTOPBLI (OPMU-
poBaHUsI OPOHXMAJIBHOM acTMbI K 5—6 rojam >KU3HU
y neteil 3—4 JeT ¢ peKyppeHTHBIM OPOHXOOOCTPYKTUB-
HBIM CUHIPOMOM.

XapakTtepucTuka getei u MeToAbl UCCnefoBaHus

[IpoBemeHO KOrOpTHOE TPOCTICKTUBHOE WCCIIEIOBa-
Hue ¢ yyactueM 61 pebeHka 3—4 JleT ¢ peKyppeHTHBIM
OPOHXO0OOCTPYKTUBHBIM CUHIAPOMOM (puc. 1).

Kpumepuu exarouenus: Bo3pact 3—4 roaa; >3 3nm3o-
JIOB CUHIpOMa OPOHXMAIBbHON OOCTPYKIINY 3a TIPOIIe-
mue 12 Mec; nHGOpMUPOBaHHOE TOOPOBOJILHOE COTJIa-
cUe poauTesieii/3aKOHHBIX MpPEeACTaBUTENIel Ha ydacTue
JeTell B UCCIIeIOBaHWH.

Kpumepuu Heéxarouenus: mobdoe OCTPOE U XPOHUYE-
ckoe 3aboJyieBaHUE; OTCYTCTBHE WHMOOPMUPOBAHHOTO
JOOPOBOJIGHOTO COTJIACHsI POIMTENCi/3aKOHHBIX TIpem-
CTaBUTEJICH Ha yUacTHe NeTeil B CCAeIOBAHUN.

®opmvupoBanne BbIOOPKH. B mccienoBaHme BKITIO-
Jaim Jeteil B Bo3pacte 3—4 jeT ¢ >3 anm3omaMM CUH-
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JIpoMa OpOHXMAIBHOW OOCTPYKIMM 3a IpOIIeaIIne
12 mec detn HaOMIOOAINUCH Y TOPOACKOIO ITyJIbMOHOJIOTA
KTI'BY3 «Jletckast ropoackas 6oiasHuLa Nel». IMpu dop-
MMPOBAHUU TPYIIIBI AETEH ¢ CHHAPOMOM OpOHXUATLHOM
OOCTPYKIIMM MCITOJb30BAJIM METOJ TPOCTOM ClIydaiiHOM
BbIOOpPKU. B crimcok Bouwm 135 geteit ¢ cuHapomMom
OPOHXMAIBHON OOCTPYKILIMHU, U3 KOTOPBIX IMPOU3BEICH
ciyyaiiHeiii oTOOp 80 nmereii Ha OCHOBAHWM I1OCJIEH0-
BaTeJIbHOCTH  CIIyJallHBIX YHUCEJ, CTeHepUpPOBAHHBIX
Ha KomIbloTepe. X poauTenu/oneKyHbl ObLTA TIPUTIIA-
IIEHBI TIPUHSITH YJ4acTHUe B UCCIEIOBAHUU IO TelieOoHy.
72 u3 80 manu cornacue. Bo BpeMs repBoro Bu3uTa mocije
MIPUMEHEHUSI KPUTEPUEB MCKIIIOUEHMS IO pe3yJibTaTaM
cOopa aHamMHe3a U (PU3MKAJILHOIO OCMOTpPa B OKOHYA-
TEJIbHYIO KOTOpTYy BKJII0UEH 61 peGeHOK, 17 He BKIIIOUMIIA
B CBSI3U C HECOOTBETCTBMEM KPUTEPUSM BKIIIOUCHUS
WY HAJTUIMEM KPUTEPUEB NCKITIOUCHUS.

Ha nepBoM BuM3uTe BpauM-UCCISIOBATEIN COOMPATN
>Kajo0bl M aHaMHe3, MPOBOIWIN (DU3UKATbHOE 00CIen0-
BaHUE, OCYLIECTBIISICS 3a00p 00pa31ioB BEHO3HOI KPOBU
JUIS OTIpe/ieJIeHUs] YpOBHSI TEePUOCTHMHA, Ccrenuduyie-
ckux 1 obmiero IgE n xonndyecTBa 303MHO(GMIOB KPOBU.
Yepes 24 mec, Bo BpeMsl BTOPOrO BU3UTa, MPOBOIMIACH
JIMarHOCTUKA OPOHXMAIBHOM aCTMBI.

Tepmunonorua.  Pexyppenmuniii. ~ OpOHX00OCMPYK-
MUGHbII CUHOpOM JTMATHOCTUPOBAJICSI Ha OCHOBaHUM
3a(MKCUPOBAHHBIX B WCTOPUM DPa3BUTHUS peOeHKa
(bopma 112/y) 3 anin3010B 1 60JIEE OCTPOTO OOCTPYKTUB-
HOTO OpOHXMTa 3a Mmpoiieaiue 12 mec.

Onpedenenue arnepeunecko2o punuma. JInarHos ajuiep-
TMYECKUIl pUHUT, CTEIIeHb TSDKECTU U TeUueHMe 3a00J1eBa-
HUSI YCTAHABJIMBAJIM HAa OCHOBAHWUU JIUArHOCTUYECKUX
KPUTEPUEB MEXIYHAPOTHOTO COIJIACUTEIIBHOTO JIOKY-
meHTa Allergic Rhinitis and its Impact on Asthma (ARIA,
nepecmotp 2008) [19].

Onpedenenue bpouxuanrvHoti acmmol. JInarHoz O6poHXU-
aJTbHOM aCTMBI, CTEMEeHb TSKECTU M YPOBEHb KOHTPOJIS
yYCTaHABJIMBaJI Ha OCHOBAHUUW IUATHOCTUYECKUX KPU-
TEPUEB MEXIYHAPOIHOTO COMIACUTEIBLHOIO TOKyMEHTa
Global Strategy for Asthma Management and Prevention
(GINA, updated 2019) [20].

Cencuburuzayus K uHearsiyuoHHviM arnepeeHam. CeHcu-
OUIIM3ALINIO K MHTAIILIMOHHBIM ajliepreHaM (pUKCHUpoBan
npu Hammuuu cnemmduieckux IgE B kposu >0,35 KE/n
KaK MMHUMYM K OJTHOMY MHTISIIUOHHOMY aJlJIepreHy.

JlaGopaTopHble McclienoBaHuA. YPOBEHb MEPUOCTHHA
B CBIBOPOTKE KPOBU OMPEIC/ISUIM METOIOM TBepaodas-
Horo uMmyHodepMmeHTHoro aHanuza (ELISA) mo mpo-
tokosam Cloud — Clone Corp. (CIIA). OnpeneneHue
ypoBHs1 obuiero IgE B chIBOpoTKe KpOBM MPOBOIMIN
METOIOM  XEMWIIOMUHECIIEHTHOTO  TBeproda3Horo
MMMYHO(DEpPMEHTHOTO aHajM3a Ha aHaiu3aTope Immu-
lite 2000/XPI («Siemens», Iepmanus). OrnpeneiacHue
ypoBHs cneuududeckux IgE K nHransiimoHHbIM anep-
reHaMm (kuseln nomaiirHei nibiu Dermatophagoides pter-
onyssinus, TIEPXOTb KOIIKM, IEPXOTh COOAKM, TbLIbLIA
Oepe3bl, TbUIbLIA TUMOMEEBKH, TBUTbIA TTOJBIHU) MPO-

OPUINHAJIbBHbBIE CTATbU

BOAWJIM METOIOM WMMMYHOMIIOOPECUEHIIMM Ha TpeX-
MEpHOI TBEPIOW IMOPUCTOI (haze HAa aBTOMATUUYECKOM
ananuzaTope ImmunoCAP 250 («Phadia AB», «Thermo
Fisher Scientific», LlIBeuust) ¢ MCnoab30BaHUEM TECT-
CHUCTEM 3TOTO Xe TTPOU3BOAUTENSI. AOCOTIOTHOE U OTHO-
CUTETbHOE  KOJIMYECTBO DS03UHOGMUIOB  ONpeAeIsia
B BEHO3HOI KPOBM Ha TeMaTOJOTUYECKOM aHaJIU3aTope
Mindray BC-5800.

Cratucrmyeckuii anamm3. [lpouenypsl craTucTuue-
CKOTO aHaJIM3a BBITIOJHSIIN C TTIOMOIIBIO CTATUCTUIECKUX
nakeToB SAS statistical software, Bepcust 9.4 («SAS Insti-
tute Inc.», CIIIA) u Statistica 12. Kputuueckoe 3Haye-
HUE YPOBHS CTATUCTUYECKOM 3HAYMMOCTH TPH ITPOBEPKE
HyJEeBbIX TUIOTe3 NMpuHUMaiu paBHbiM 0,05. B ciyuae
MPEBBIIECHUS JOCTUTHYTOTO YPOBHST 3HAYMMOCTH CTaTH-
CTUYECKOTO KpUTEPUS TIPUHUMAJIU HYJIEBYIO TUTTOTE3Y.

ITpoBepKy HOPMAaJbHOCTU pacIpeeIeHUsT KOJJe-
CTBEHHBIX MPU3HAKOB B OTAEJIbHBIX TPYIIIAaX CPaBHEHUS
MPOBOIMJIM C UCIONb30BaHMeM Kputepus Illamupo—
Yunka. B ciaydyae HOpMaJIbHOTO pacripelesieHus Cpeli-
HUE 3HAYeHUsI KOJUYECTBEHHBIX MPU3HAKOB TTPUBEICHBI
B Bunge M=*SD, rme M — cpenHee 3HayeHue, SD — cTaH-
JlapTHOE OTKJIOHEeHUe. B ci1ydyae HeHOpMaIbHOTO pacipe-
neJieHus 3HaueHUi yKasbiBaau MenuaHy (Me), mepBbiit
(Q1) u Tpetuii (Q3) KBapTUIN.

B 1ensix cpaBHEHUS KOJIMYECTBEHHBIX MPU3HAKOB
C HOpPMAaJIbHBIM pachpefesieHueM I He3aBUCHMBIX
BBIOOPOK MPUMEHSIIN f-KpuTepuii CThIOAEHTA, IS CpaB-
HEHUs TIPU3HAKOB C aCUMMETPUUYHBIM paclipeieieHueM
(pe3yabTaThl 1abOPaTOPHBIX UCCAEIOBAHUI) — KPUTEPHUA
Ban nep Bapnena. [ cpaBHeHMS 4aCTOT Ka4eCTBEHHBIX
MPU3HAKOB UCITOJIb30BaIU KpuTepuii x> [TupcoHa.

JI71st U3y4eHUsT TIPeIUKTOPOB Pa3BUTHST OpOHXUATBHOM
aCTMbI TIPUMEHSITA MHOTO(AKTOPHBINM JIOTMCTUYECKUIA
perpecCUOHHBIN aHamu3. Pe3ybraThl OLIGHKM ypaBHeE-
HUI JIOTUCTUYECKON pEerpeccuu TpeacTaBieHbl Ha0OpoM
KO3(h(MUILIMEHTOB pPErpeccru, ITOCTUTHYTHIMUA YPOBHSIMU
3HAYMMOCTH JIJIST KaxkIIoTo KO3 dUIIMeHTa, a TaKKe OIleH-
Ko mokazaresisi coracusi (concordant) pakTUuecKou
MPUHAIJIEXXHOCTU TMAlMeHTa K TON WM WHOW W3 TPYIIII,
U TEOPEeTUYECKON  TMPUHAMICXKHOCTH,  TIOJyUYeHHOM
10 ypaBHEHMIO JIOTUCTUYECKOM perpeccuu. st olleHKH
JIOTUCTUYECKUI PETrPECCUMOHHON MOJETN TPUMEHSIIN
ROC-ananus3 (receiver operating characteristic).

Pesynbrathbl M 06CyXaeHne

B ucciegosanun npuHss ydactue 61 pebeHok: 38
(62%) mambuukoB u 23 (38%) nesouku. Jemorpadu-
yeckasl XapaKTepUCTHKa, CIEeKTp CeHCHOWIM3aluu,
rnokasareju 0MoMapKepoB BOCIAJIEHUS, YaCTOTa COMYyT-
CTBYIOILIETO AJUIEPTUYECKOTO0 PUHHUTA U OTITOLIEHHOTO
CEMEHOTO aJlJIeproJIOTMIECKOr0 aHaMHe3a TPUBEICHBI
B Taon. 1.

UYepes 24 Mec ot Havanma Ha6momeHus y 29 (47%)
neTeil ¢ PeKyppeHTHBIM OPOHXOOOCTPYKTUBHBIM CHH-
JIPOMOM OblJla TMarHOCTUPOBaHa OpOHXMATbHAs acTMa.
JleTn UMeNIu JIETKYIO WJIM CPEIHIO CTEMEeHb TKECTH
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3a00j1eBaHMs, Y OONLIIMHCTBA JIeTell Ha0JII01aIoCh KOH-
TpoJIMpyeMoe TedeHUe OPOHXUATbHOM acTMbI (Ta0JI. 2).

CpaBHeHHe OMOMApPKePOB BOCNAJICHHSA M YACTOTHI CEH-
CHOMIH3AIMH Y ieTell ¢ OPOHXMAIBHOI ACTMOIl 1 (€3 TaKo-
Boii. C 1IeJbl0 M3YyYeHMSI TIPEIUKTOPOB Pa3BUTHUS
OPOHXMAIBHON aCTMBI Y AETei C PeKyppeHTHBIM OpPOH-
XOOOCTPYKTUBHBIM CUHJIPOMOM IIPOBEIEHO CpaBHEHME
BBISIBJICHHBIX BO BpeMs TIEpPBOTO BU3HUTa ITOKa3aTeleid
OGruoMapKepoB BOCIAJICHUS, YaCTOThl CEHCUOMIM3AIInN,
aJUTEPTUYECKOT0 PUHUTA U OTSTOIIEHHOTO CEMEWHOTO
aJUIeproJIOrMYecKoro  aHamHe3a y JieTell, KOTOPBIM
yepe3 24 Mec AMArHOCTUPOBAaHA WM He JTUAarHOCTUPO-
BaHa OpoHXxuaJibHas acTMa (Tab. 3).

JleTn ¢ peKyppeHTHBIM OpPOHXO0OCTPYKTUBHBIM CHH-
JIPOMOM, Y KOTOPBIX Yepe3 24 Mec HaOMoIeHUS TUarHO-

Tabauya 1. XapaKTepucTHKA eTeil ¢ peKyppeHTHbIM OPOHXO0-
00CTPYKTHBHBIM CHHAPOMOM (n=61)

Table 1. Ccharacteristic of children with recurrent

wheezing (n=61)

OcHoBHbIE XapaKTePUCTUKH 3HayeHue
Bo3spacrt, roast 3,5+0,5
TTon (Manpumrku), a6e. (%) 38 (62)
CbIBOPOTOYHBII MIEPUOCTUH, HT/MJI 2,6 [1,6; 3,8]*
D031HOGUIBI KPOBU, KJI/MKII 320 [225; 550]*
Do3uHobuILI KpoBU, % 4,312,5;7,9]*

Oo6uuii IgE, ME/mn

CeHcuOMIM3aIUS K MHTAISILIMOHHBIM

122 [40,5; 397,5]*

* ajurepreHam, aoce. (%) 20 (33)
* kyeur D. pteronyssinus 7 (11)
* MEePXOTh KOLIKUA 13 (21)
* MEePXOTh COOAKU 7 (11)
* TIBUTBIIA Oepe3bl 9 (14)
* MBUIbIIA TUMO(EEBKHA 6(9)

* IbLIbLIA MOJBIHU 5(8)

AJIJIEprUYeCcKUil puHUT, abe. (%) 16 (26)
OTSroIIeHHBIN alJIeproJoru4ecKuii 17 (28)

aHamHe3, adc. (%)

Ilpumeuanue. *— cpeHue 3HAYEHUs JJaOOPATOPHBIX JAHHbBIX Tpe.-
craBjieHbl B Buae MeauaHbl (Me), nepsoro (Q1) u Ttpetbero (Q3)
KBapTUJIEH.

CTUpOBaHa OPOHXMAJIbHAS ACTMAa, UMEJIU 00Jiee BBICOKUIA
YPOBEHb CBIBOPOTOYHOIO MEPUOCTUHA IO CPABHEHUIO
C JIeTbMHU, y KOTOpbIX OpOHXMajbHasli acTMa He aua-
THOCTUPOBaHA, OJHAKO BBISIBJIEHHBIC PA3IW4Wsl CTaTHU-
cThyecku He3Hauumbl (p=0,149). YcTaHOB/IEHO Takxke
CTaTUCTUYECKU HE3HAYMMOE TMOBBILIEHUE aOCOJIOT-
HOTO0 U OTHOCUTEJbHOIO Yucja 303MHOMUIOB B KPOBU,
obmrero IgE y neTeii ¢ OpoHxmaabHOM aCTMOM 11O CpaBHE-
HUIO C aHAJIOTUYHBIMU MOKa3aTeIIMU y AeTell 0e3 OpoH-
XMAJIbHOU aCTMEI. Y AeTeli ¢ OpOHXMAIbLHOM aCTMOM Jalie
OTMeuanach CEHCUOWIM3ALIMS K MHTAISILMOHHBIM ajliep-
reHaMm (51 u 15% COOTBETCTBEHHO), aJUIEPTMUECKUIA
puHUT (41 1 12%) 1 OTATOIICHHBIN CEMEWHBIN aJuIepro-
Jornyeckuii anHaMHe3 (41 u 16% cCOOTBETCTBEHHO).
JlorucTuyeckuii perpecCUOHHBI AHAIM3 MPEIUKTOPOB
pa3BUTHS OPOHXMAJIBHOW ACTMBI y JeTeil ¢ PeKyppeHT-
HBIM OPOHXOO0OCTPYKTHBHBIM CHHIApOMOM. [[1s1 M3ydeHUs
MPEAUKTOPOB Pa3BUTHsI OPOHXUATBLHOM acTMBI y AeTei
C PEeKypPpPEeHTHBIM OPOHXOOOCTPYKTUBHBIM CUHIPOMOM
MpOBeIeH OWHAPHBINM JIOTUCTUUECKUIN pPEerpecCMOHHBIN
aHaiu3. B kauecTBe MpenukToOpoB M3yvyasluCh OMOMap-
Kepbl BOCIAJIEHUS — YPOBEHb IEPUOCTUHA, OOILEro
IgE u xonuuecTBO 303MHO(GUIOB KPOBM, CEHCUOWIU-

Tabauya 2. XapaKTepuCTHKA MANMEHTOB ¢ OPOHXHAJIbHOM
actmoii (n=29)

Table 2. Characteristic of patients with bronchial

asthma (n=29)

OcHoBHbIE XapaKTePUCTUKH 3HaveHus
[Mon (manpuuku), aée. (%) 19 (65)
Crenenb Tskectu BA, a6e. (%)
* Jerkas® 14 (48)
* CpenHeTsKeNas 15 (52)
* TsDKesast 0
Kourponbs BA**, a6c. (%)
* KOHTpOJIMpyeMast 20 (69)
* HEKOHTPOJIUpyeMast 9 (31)

Ilpumeuanue. BA — OpoHxMalbHas acTMa. * — JIETU C UHTEPMUT-
TUPYIOIIUM WJIN TIEPCUCTUPYIONIUM TeueHUeM 3a0oJeBaHMsl; ** —
KOHTPOJIb Hal CHMIITOMaMU OPOHXMATbHOI acCTMbl OILICHUBAIN
C MOMOLIBIO KPUTEPUEB MEXIYHAPOIHOIO COIIACUTEIbHOIO J1O0KY-
meHTa Global Strategy for Asthma Management and Prevention
(GINA, updated 2017).

Tabauya 3. Buomapkepsl BocHAJeHHS U YACTOTA CEHCHOMIM3AIMH Y JieTeli ¢ OPOHXHAJIBHOI ACTMOIi M 0e3 TAKOBOIi
Table 3. Biomarkers of inflammation and the frequency of sensitization in children with and without bronchial asthma

IToka3arenn leru ¢ BA (n=29) Jletu 0e3 BA (n=32) p
ChIBOPOTOYHBI MEPUOCTUH, HT/MJT 3,0[1,8;4,0] 2,2 [1,5; 3,0] 0,194
D031HOGMUIBI KPOBU, KJI/MKII 400 [200; 800] 300 [200; 300] 0,071
D0o3nHOGWMIBI KpOBU, % 4,51[3,0;7,6] 4,0[3,0; 4,6] 0,074
Oo6wuit IgE, ME/Ma 150 [S1; 625] 74 [38; 573] 0,269
CeHcuOMIM3AaIIUs K MHTaISIIIMOHHBIM ajiepreHam, aoe. (%) 15 (51) 5 (15) 0,033
AJLIepruyecKuii puHuT, ade. (%) 12 (41) 4 (12) 0,011
OTSATOLIEHHBII CEMEMHBIA a/IeProJOrMYeCKuil aHaMHe3 12 (41) 5(16) 0,026

IIpumeuanue. BA — GpoHXMaIbHAS aCTMA.
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3alMsd K WHTAJISIUMOHHBIM ajulepreHam, K kieiny Der-
matophagoides pteronyssinus, HaJluuve aJJepruiyeckKoro
PUHUTA, OTATOILIEHHBI CEMEWHBIN aJIeproJI0rMYecKuit
aHamHe3. B (uHanbHOe ypaBHEHME JIOTUCTUYECKOM
perpeccuy BOLLIW JIULIb 4 TipeaukTopa (Tao. 4).

ComracHO  CTaHIApTM30BaHHBIM  KO3(duLreHTam
HanOoJIbIIIee BIUSHUE HAa PUCK Pa3BUTHUSI OpOHXUAIBHOM
aCTMBI Y JIETel ¢ PEKYPPEHTHBIM OPOHXO00OCTPYKTUBHBIM
CUHIPOMOM OKa3bIBAIOT aJUIEPTUYECKUl PUHUT W OTSI-
TOLIEHHBIA CEMEWHBIM alJIeproJIOorTMYecKUii  aHaMHE3.
MeHee BbIpakeHHOE BIIMSIHUE OKa3bIBAIOT CEHCUOMIN3a-
umst K kneuty Dermatophagoides pteronyssinus M 303UHO-
dwms. KoHkopmaumsi i TIOJYYEeHHOTO YpaBHEHUSI
cocraBuna 73,3%, Te. B 73,3% ciydaeB ToJlydeHHast
MMPOTHOCTUYECKAST MOJENb TMPaBWIBHO KIaCCU(DUIIMPYET
IeTeil ¢ peKyppeHTHBIM OpPOHXOOOCTPYKTUBHBLIM CHH-
IIPOMOM, Y KOTOPbIX chopMUpyeTcs JInbo He chopMupy-
eTcs OpoHxMaibHasi acTMa K 5—6 rogaM xusHu. Koadg-
¢uupenra D-3omepa — 0,609. BeposiTHOCTH pa3BUTHS
OPOHXUATBHOM aCTMBI y JeTell ¢ peKypPEeHTHBIM OPOHXO-
O0OCTPYKTUBHBIM CHHIPOMOM YBeJW4YMBaeTcs B 4 pasa
MPpU HAJIMYUM OTSITOIIEHHOTO CEMEMHOro ajIeproyioru-
YecKoro aHaMHe3a (otHoueHue maxcoB — OIII 3,81; 95%
noBepuTesibHBIN nHTepBan — AW 1,14—12,74) u Hanuuum
anneprudeckoro (O 4,94; 95% AU 1,37—7,80), B 2 paza
MpU HAJIMYMU ceHcuOMImM3auuu K kieiy Dermatophagoi-
des pteronyssinus (OILI 1,80; 95% OUN 1,36—1,13) u s03u-
Howmmm (O 2,10; 95% AU 1,23—4,83).

J1s  TOJydEeHHOTO  ypaBHEHUS  JIOTUCTUYECKOM
perpeccuu niposeaeH ROC-ananus. [nomaas nom ROC-
kpuBoit (AUC) mis nosy4eHHOM JJOrMCTUYECKON MOoAeIr
coctasuia 0,730 (puc. 2).

0GcyxaeHue

CornacHO pesyJibTaTaM Hallero MCCiaedoBaHUsl Mpe-
JIUKTOPaMU pa3BUTHUS OpOHXUAIBHOM acCTMBI K 5—6 Togam
JKU3HMU Y fieTeit 3—4 JieT ¢ peKyppeHTHBIM OPOHX000CTPYK-
TUBHBIM CHHAPOMOM CJIYXKaT 303UHOMDWINS, HaTuIre
AJIEPrMYECcKOro puHUTa, ceHCMouu3anus K kieuy Der-
matophagoides pteronyssinus M OTSTOILIEHHBIN CeMENHbBIN
ajieprojoruyeckuii anamues. He obHapyxeHo accouua-

OPUINHAJIbBHbBIE CTATbU

LIMM YPOBHSI CBIBOPOTOYHOTO TeprocTuHa u obiero IgE
y ZIeTeil ¢ peKyppeHTHBIM OpOHXOOOCTPYKTMBHBIM CHH-
JIPOMOM C PUCKOM Pa3BUTUSI OPOHXUAJIbHOM aCTMBI.
Orny0iMKOBaHHbIE JaHHBIE O BJIUSHUW CHIBOPOTOY-
HOTO TePUOCTHHA B JIOIIKOJBHOM BO3pacTe Ha pUCK pas-
BUTHUSI OPOHXMAJIbHOM acTMbI NMpoTUBOpeurBbl. [lo maH-
HeIM H.M. Anderson u coaBt. [17], mpy KOHLIEHTpaLun
CBIBOPOTOYHOTO MEPHOCTUHA B IEePBbIe 2 rosia XKU3HU 0oJiee
150 Hr/mT IaHC pa3BUTHSI OPOHXUATBHOI aCTMBI K 6 TOIam
JKM3HM TIOBBIIIAETCS B 2 pa3a. B To ke BpeMs omyOJIMKo-
BaHHbIe B 2021 . pe3y/isTaThl MPOCMEKTUBHOTO KOTOPTHOTO
UCCIIeIOBAHUSI CBUIETEIbCTBYIOT 00 OTCYTCTBUM accolra-
LIMM MEXY YPOBHEM ChIBOPOTOYHOTO MEPUOCTUHA Y JAeTei
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[¥i)
0.25 4
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T T T T T
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1 — Specificity
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Puc. 2. ROC-anaam3 1,1 JJOruCTHYECKO MOIEIH.
O0BsCHEHHS B TEKCTE.
Fig. 2. ROC analysis for the logistic model.

Tabauya 4. OcHOBHBIE NAapaMeTPhl YPABHEHNS JOTUCTHYECKOIl perpeccuu

Table 4. The main parameters of the logistic regression model

IIpeaukrop K* ck** npoz::y?:g::ﬂm P
KoncraHnra — — — 0,001
AJIJIEprUYECKUI PUHUAT 1,504 18,199 0,799 65,0 <0,0001
OTAroleHHbIN CEMENHbIN aHaMHEe3 1,300 6,918 0,768 70,0 0,008
D0o3UHOGUITUS 0,730 3,679 0,624 72,7 0,055
Cencubunuzanus K D. pteronyssinus 0,603 3,391 0,777 73,3 0,045

IIpumeuanue. * — xoabdUIMEHT; ** — cTaHTAPTU30BAHHBIN KOIDDUITNECHT.
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C PEeKYpPpPEHTHBIM OpPOHXOOOCTPYKTUBHBIM CHUHIPOMOM
1 PUCKOM Pa3BUTHsI OpOHXMAIBbHOM acT™Mbl [ 18].
[lonyyeHHBIe HAMM JaHHBIE O TIOBBIIEHUU pPUCKa
pa3BUTUSI OPOHXMAJBHOW AaCTMbl MPU 303MHOMDUINM,
OTSITOLUEHHOM aJUIEProJIOTMYeCKOM aHaMHe3e, CEeHCU-
ounuzauuu K kiemy Dermatophagoides pteronyssinus
U HaJIWYUU aJIJIEePTUUECKOro PUHUTA TOATBEPXKIAIOTCS
paHee oOInyOJIMKOBaHHBIMU ucciaeaoBaHusimu. H. Pite
u coaBT. [21], TIPOIEMOHCTPUMPOBAIU ITOBBIILICHNE
pucKa pa3BuTUs OpoHxManbHOW acTMbl B 10 m 11 pa3
MPU HAJTMYMU aJIJIEPTUUECKOrO PUHUTA U aTOTIUM Y JeTei
JIOLIKOJILHOTO  BO3pacTta C pPeKyppeHTHbIM OpOHXO-
0OCTPYKTUBHBIM cuHApoMoM. [lo manHbiM R. Barros
de Sousa 1 coaBT. [22], ceHcnOMIM3aMs K ajlJiepreHaM
y JeTelt TIepBbIX 2 JIET )KMU3HU TTOBBIIIAET PUCK TTEPCUCTH -
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KJINMHUYECKUE CJTYHAU

I[le&TeJ'leaﬂ HEJOCTATOYHOCTD Y pe6eHKa IIEPBLIX MECAIICB 2KU3HU
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Respiratory failure in a child in the first months of life

S.V. Khaliullina’, V.A. Anokhin’, G.V. Ziatdinova', K.R. Salakhova', B.1. Salakhov’,
T.V. Gumarova?, E.Yu. Alatyrev?, L.M. Mirolyubov'

'Kazan Medical University, Kazan, Russia;
2Agaphonov Republican Clinical Infectious Diseases Hospital, Kazan, Russia

B craTtbe paccMaTpuBaIOTCS JMATHOCTHYECKHE NMOAXOMBI K MAIMEHTAM MePBbIX MecsLeB XKU3HU ¢ MPU3HAKAMU OCTPO pa3BuBLIeiics
JIbIXaTeNIbHOI HegocTaToyHoCcTH. [IpuBeneH KIMHUYECKNii MPUMeP rOCIUTAIM3AINN B WH()EKIMOHHBII cTAIMOHAp pedeHKa 2 Mec
C Cep/ieYHO-JIer0YHOil HE0CTATOYHOCTBIO, PACLHEHEHHOW MPU MOCTYIUIEHMH KaK MPOsBJIeHHe OCTPOil MH(EKUMH HIDKHUX JbIXa-
TeabHbIX MyTeii. [1oApoOHbIA aHAIN3 CHTYalMH MO3BOJIMI BbISIBUTH JAPYTYIO PUYUHY — BPOXKIEHHbIH MOPOK cepaua. OocyxaeHbl
Bonpocs! qudepeHmaIbHOIi TUATHOCTHKH.

Karoueswte caosa: demu nepsoco noayeodus icu3nu, 00bluiKa, 0biXxamenabHas HedoCmamoyHoCms, 6POHXUOAUM, KOAPKMAYUS AOPMbL.
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The article discusses diagnostic approaches to the patients of the first months of life with the signs of acute respiratory failure.
It describes a clinical example of a two-month-old child with a cardiopulmonary insufficiency hospitalized in the infectious hospital;
the insufficiency was regarded as a manifestation of acute infection of the lower respiratory tract. A detailed analysis of the situation
revealed another reason — congenital heart disease. The authors discussed the issues of differential diagnosis.
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K mnemuarpy. [lpUYuHBI  3aTPyAHEHHOTO JIbIXaHUS
y JIeTeil MOTYT pa3iuvarbCs, HO B OOJBIIMHCTBE CITy-
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yaeB CBSI3aHbl C OCTPbIM PECIMpPaTOPHBIM 3aboJieBa-
HueM. OIHAKO TIPY OYEBMIHOM JOMMHUPOBAHUU BUPY-
COB B OTHMOJIOTMM 3TOr0 TATOJIOTMYECKOTo Iipolecca
pecrpaTopHble MaTOTEHbl — HE €AMHCTBEHHO BO3MOX-
Hasi mpuyuMHa Takoro sieHus [1—4]. JlbixarenbHast
HEIOCTaTOYHOCTh y JIeTeil MepBOro rojua >XKW3HU, MYCTh
M HE 4acTO, HO MOXeT ObITh CBsI3aHa C MOPOKaMM pas-
BUTHUS JbIXaTEJIbHOM, LIEHTPAJbHOW HEPBHOM CHUCTEM,
KEJYIOUHO-KUIIIEUHOTO TpaKTa, BPOXICHHBIMU TMOPO-
KaMu cepala, aHeMUeW, TuIepIuiasueil BUJIOUYKOBOM
JKeJie3bl, SHIOKPUHHBIMU HapylIeHUsIMU, aedhopMalireit
TPyIHON KJIETKM, TpaBMaMu, BKJIIOYasi BHyTpUYeper-
HbIe KPOBOMBIUSIHMS, HAPYIICHUSIMU HEPBHO-MBbIIIICY-
HOI mpoBoAUMOCTH U TIp. [5—7]. Hacrostmee Habmone-
HUE HAIJISIHO WJUTIOCTPUPYET, UTO 3a «BaJlOM PYTUMHbBI»
MOXET CKpbIBaThCSl CPAaBHUTEILHO peaKasi, HO KpaiiHe
ortacHasi aToJIoTusl.

Knunnyeckuii cnyyvaii. [Taunenrtka K., 2 mec, nocras-
JieHa B PecnyOanKaHCKYIO KJIMHUYECKYI MH(EKIMOH-
Hyto OosibHUIYY KazaHu Ha 4-it neHb 0O0JIe3HU C XKajo-
6aMu Ha BbIpaXXeHHBI MAaJONPOAYKTUBHBIN Kalllesb,
OJIBIIIIKY, OTKa3 OT €/Ibl, PBOTY BO BpeMsl MPUCTYIIA KallLJIsl
IIo 2 pa3 3a cyTKu. /Jloma ocTpoil pecniupaTopHOU BUPYC-
HOI WHpeKIuenn OojeH crapmmii pedeHoK. CocTos-
HUE MalUMEHTKM Ha MOMEHT TOCTYILJIEHUSI B CTallMOHAp
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ObLJIO TSKENIBIM 32 CYET BBIPAXXKEHHOTO 3aTPyIHEHUS
JIBIXaHUSI: OJBIIIKKA CMEIIaHHOTO XapaKTepa ¢ yJacTUeM
BCIIOMOTraTe/IbHON MycKynaTypbl. YacTtoTa abixaTesb-
HBIX ABVDKEHUM coctaBmiia 60—64 B MUHYTY, caTyparust
reMOIJIOOMHA KHUCIOPOAOM TIPU BABIXaHUM KOMHATHOTO
Bo3ayxa 88%, Tipu Topadye YBIAXKHEHHOTO KHCIOpOaa
90—92%. OT™Meuaauch MpaMOPHOCTb U OJIEAHOCTb KOX-
HBIX TTOKPOBOB, IIMAHO3 KUCTEH W CTOI, IIMaHO3 HOCO-
IyOHOTO TPEYrojbHWKa, YMEPEHHO CHUKEHHBINM TYprop
MSTKUX TKaHel 1 He3HAUYMTEIbHOE 3arafgeHe 00JIbIIOro
pomHMYKa 0e3 myiabcalnu. PeOeHOK OblT 0€CITOKOMHBIM,
Ipylb MaTepu cocal Bsiio. MeHUHTeaIbHbIE 3HaKU Olie-
HUBAJIMCh KaK OTpUlIaTeJbHbIe. B 3eBe oTMeuanu yme-
PEHHYIO TUIIEPEMUIO 3aIHe CTEHKU TJIOTKU. B jerkmx
ayCKYJIbTaTUBHO IbIXaHUE IPOBOJAMIOCH C O0EUX CTO-
POH, BBICIYIIMBAIUCH CAMHUYHBIE CyXWe W BJIaXKHBIC
XPpUITbI TTPOBOJHOTO XapakTepa, OTMEYajoCch BbIpaXKeH-
Hoe ocyiabJieHue AbIXaHUsI ClieBa B MOIONaTOYHOM 001a-
ctu. ToHBI cepalla MPUINIYIIEHBI, PUTMUYHBIC, OTMeE-
qaJicsl HErpyObIii CUCTOIMYECKUI IIYM T10 JIEBOMY Kparo
rpyauHbl. [leyeHb BbicTymaeT 2,5 cM U3-T10/1 peOepHOro
Kpasi, TJIOTHORJIACTUIECKOM KOHCUCTEHIIUM.

Temneparypa Tena pebeHKa Mpu MOCTYIICHUU He TIpe-
BbIlIAa cyodeopubHyto (37,1-37,3 °C), nipu aToOM 00Opa-
Iaja BHUMaHMe TaxWKapausi, He COOTBETCTBOBABILASI
BBIPAXKEHHOCTH JINXOPAAKKA — YaCTOTY CePIECYHBIX COKpa-
IIEHWI PEerMCTpUpOBaIM B AuanazoHe 188—218 ym/MuH.
YpoBeHb apTepuasbHOTO JaBJIEHUSI COCTaBJISLT B CPE.-
HeM 76/38 MM PT. cT. B ocTambHBIX opraHax W cHUCTeMax
BUJIMMO T1aTOJIOTMM HE BbISIBIEHO. PeOeHOK ObLT rocru-
TaJIM3UPOBAH B MaJlaTy MHTEHCUBHOI Teparmu.

Anamue3 xcusnu. JleBouka OT 2-ii OEpeMEeHHOCTH,
2-X CpOYHBIX (DUBMOJOTMYECKUX POAOB C OLEHKOM
o mkane Anrap 8§—9 0autoB, Macca Teja MpU POXKIe-
Huu 3550 1, quHa 55 cM. BeinucaHa U3 poauIbHOTO
noma Ha 5-e¢ cyrku. [Ipodunaktuuyeckue TPUBUBKMU:
BLI2K, rematut B B ponvibHOM gome. [pynHoe BcKapm-
JIMBAaHUE C POXIEHUSI, HACJIEACTBEHHOCTb U aJlIepro-
JIOTUUECKUII aHaMHe3 He oTsrolieHbl. Macca Tena
Ha MOMeHT rocniutanusanuu 5000 .

B mpueMHOM TOKO€ BBICTABJICH AMATHO3: «OCTpast
pecriipaTopHas BUpYCcHash WHMEKIUs, OPOHXUOJINT,
Tsikenas ¢popma. JlpixatenbHas HemoctaTtouHocTh 1 cre-
rneHu. BHeOOJIbHUYHAS JIEBOCTOPOHHSISI THEBMOHUS ?».

[11aH oOciremoBaHMs BKIIOYAJ OO aHAIN3 KPOBH,
00IIMIT aHATTM3 MOYM, KOTIPOLIUTOTPAMMY, UCCIIETOBaHNE
KUCJIOTHO-IIIEJIOYHOTO COCTOSTHUST, OMOXUMUYECKUI aHa-
JIN3 KpOBU, onpeeaeHue ypoBHsi C-peakTUBHOTO OeJika,
MPOKAJIBLIMTOHWHA, JlaKTaTa KPOBW, PEHTreHorpaduio
OpraHoB IPYIHON KJETKH, 3JIeKTpoKapauorpaduio, yib-
TPa3ByKOBOE HCCJIEIOBAaHNE OPTaHOB OpPIOIIHON IOJIO-
CTU, CMBIB U3 HOcOTIOTKM st onipenenenust JHK/PHK
pecriupaTopHbix BupycoB u [AHK Bordetella pertussis
METOJOM ITOJIMMEPA3HOM LIETTHOMN peaklMu.

Hauarta nHdy3noHHasT Teparnusi TII0KO30-COJIEBBIMU
pacTBopaMu B o0beMe 20 MJI/Kr/CyT; aHTUOMOTUKO-
Tepanust — uedTpuakcoH u3 pacyera 80 Mr/Kr Maccel

KJINMHUYECKUE CJ1YHAU

Teja B 2 mpuema; TPOTUBOBHMPYCHAsI Tepamnus — BHbe-
poH B cBeyax o 150 000 ex. oouH pa3 3a CYyTKU YTPOM.
WHrangaumoHHas Tepanyst: MHTaJISIIUK ¢ peHOTepOoIoM +
+ unparpornust OpoMuAOM depe3 HeOyJaiizep 3 pa3a B IeHb,
¢ pactBopoM Hatpus xopuaa 0,9% 2 M 2 pasa B ieHb.

Pesynbrarel 1abopaTopHO-UHCTPYMEHTAJIBLHOTO 00Ce-
JIOBaHMSI: B OOILIEM aHAIM3¢ KPOBU YMEPEHHBIIN JICMKOLIM-
103 (18,6:10'2/11), COD 12 MM/4, aHEMUS JIETKOW CTEITEHN
(remorniobuH 105 r/m). B OnoxumMuiyeckom aHaIn3e KPOBU:
KpeaTUHUH 32 MKMOJIb/JI, obumit 6ei1ok 53 1/m, ounmu-
pyouH mipsiMoii 5,48 MMoub/N, TIOKo3a 9,63 MMOJIb/I.
C-peakTuBHbII OeloK 25 T/71, IPOKAJIBLIUTOHUH OTpHU-
natesnbHbIit, Jaktat 2,38 wMMosab/n.  KucnoTHo-1ie-
souHoe cocrostHue: pH 7,237, BE — 9,6 mMMmonb/m,
pCO, 40,8 mm pr.ct, pO, 42 MM pT.CT. PeHTreHorpagust
OpraHOB TPYAHON KJIETKH: JIEBOCTOPOHHSSI ITOJIMCET-
MEHTapHasi TTHEBMOHUSI; YCUJIEHUE JIETOYHOTO PUCYHKA;
KapauoMeraius (KapauoTopaKalbHblil WHAEKC >55%).
Ha asnekTpokaparorpaMMe MPU3HAKA CHCTOJIMYECKOM
Meperpy3kKu JIEBOTO KeJIyaouka. DXokKapauorpadus:
HWDKHSIST TIOJ1asi BeHa crajaeTcs MeHblne yeMm Ha 50%
(JleroyHass TUTEPTEH3MsI), CHIKEHUE COKPATUTEIbHOM
CITOCOOHOCTHM  CepAlla; He3HAYUTEIbHOE YyBEJMYeHUE
JIEBOTO XKeJlylouka CO 3HauyuTeJbHOW Tumneprpoducit
CTEHOK; OTKPBITOE OBAJIbHOE OKHO 3 MM C JIeBO-ITIpa-
BBIM COpOCOM; KOApKTalMsl aOpThl B TMITMYHOM MeCTe,
YYTb HWKE YCThS JICBOM MOAKITIOYMIHON apTepuu ¢ Tpo-
XOIHBIM OTBepcTreM 2 MM. Hitke B HMcCXomsIeil aopte
OTpENEeNIsieTCs] «KOApPKTAMOHHBIA TMOTOK». I[pamueHT
nasieHus: 50 MM pr.cT. B OpromiHoit aopTe KPOBOTOK CO
ckopoctheio 0,23 m/c. Ilo mepenHeit cTeHKe U B TIpPO-
eKINM BEPXYIIKU — XHWIKOCTh B MepuKapae a0 4,5 MM,
y MpaBoro mnpencepaus a0 6,5 mm. MccnenoBaHue cMbiBa
u3 HocorytoTku st ooHapyxenust JIHK/PHK Bo3oynu-
TeJieil OCTPBIX PeCITMPATOPHBIX 3a00JIeBaHUI U KOKJTIOIIA
JIaJIo OTPULIATEIbHBIN pe3yJbTaT.

B nunamwuke, Ha 2-i1 JeHb TOCIIMTAIN3AIIUN, COCTOSI -
HUe pebeHKa C yXyAIlleHWeM: OfbIIIKa HapacTaia, yCu-
JIMJIACH OJIETHOCTb M MPaMOPHOCTh KOXHBIX ITOKPOBOB,
BBIPAXKEHHOCTh JbIXaTeIbHON HETOCTATOYHOCTU COOT-
BercrBoBana II—IIl cremeHu. AycKyabTaTMBHO AbIXa-
HHUE B JIETKUX OBbLTO OCTA0JeHHBIM B HUKHUX OTIEINIAX,
OoJIbllle ClIeBa, TMOSIBUJIMCH BJIaXKHBIE HEOOWJIbHBIE MeJI-
KOITy3bIpYaThie XpUITBl TI0 BceM TosisiM. [lpu ayckymbra-
LMW CepAlla BBICTYIINBAJICS CUCTOJIMUECKUIA IITyM ClieBa
OT TPYAWHBI, CepIAeUHbIC TOHBI TPUTIYIIeHbI. OTMeYan
CHUIXKEHUE JMype3a, MOYEHCITyCKaHME ObUIO HeOOJIb-
muMu mopuusimMu. OTekoB He ObL10. B ¢BSI3M ¢ yxymlie-
HUEM COCTOSHMS peOeHOK ObIT MHTYOMpOBAaH M IIepe-
BeJIcH Ha MCKYCCTBEHHYIO BEHTWISILIMIO JIeTKUX. Beuepom
TOTO e JIHSI, IO pe3yjbraTaM oOCIeIOBaHMS, IEBOYKY
TepeBeiu B KapAMOXUPypruueckoe otaeieHue eTcKoi
pecnyOJIMKAaHCKOM KJIMHWYECKON OOJBHUIIBI ¢ JUAarHO-
30M: «BPOXIECHHBII ITOPOK CEpALA: KOApKTalus aOpThl»
IIJIST OTIepaTUBHOTO JieueHUs. B KadecTBe COIMYTCTBYIO-
1ero ObLT BBICTABJICH IMATHO3 «BHEOOTbHUYHAS JIEBO-
CTOPOHHSISI THEBMOHMST. AHEMMST JIETKOW CTeTICHU».
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006cyxpeHue

M3BecTHO, UTO KOAapKTalus a0OpThl OTHOCUTCS K KpH-
TUYECKUM BpOXIEHHBIM TOpPOKaM cep/lia, COCTaB-
JIIsT B cpeHeM 0KoJio 15% BceXx BPOXKIEHHBIX TTOPOKOB
cepaua [8—10].

B uem xe mnpuumHa ¢GOPMHUPOBAHMUSI BTOrO BHIA
rnopoka pa3BuTusi? TOUHBIN TMaTOreHe3 3TOro SIBJICHMS
HeusBecTeH. PaccmarpuBatorcest 2 Teopun pa3BUTHSI BPO-
KIEHHOM KoapKTauu aopThsl [11, 12]:

1) CHMXXEHUE aHTerpaJHOr0 BHYTPMMATOYHOIO KPO-
BOTOKA, BbI3bIBAIOIIIEE HEJTOPA3BUTHUE IYTH AOPTHI TUIOJA;

2) Murpauysi Wid pacliMpeHre 3MOPUOHATbHOM
TKaHM OoTa/uioBa MPOTOKA B CTEHKY TPYAHOIO OTaesia
aopTHI TUI0/1A.

IIpu rHCTOOrMYECKOM WCCIEIOBAHUM BBISIBJISIIOT
MeIUaJIbHOE YTOJIIEHUWE U TUMEPIIa3uil0 WHTUMBbI
B MecCTe KOapKTaluu ¢ oOpa3oBaHUEM 3aHeaTepayib-
HOTO T'peOHsI, KOTOPBI 1 CyXaeT mpocBeT aopThl. OnHO-
BPEMEHHO YXY/IILIAITCS YIIPYTie CBOMCTBA CTEHKU aOPThI
B IIPECTEHOTUYECKOM CETMEHTE 3a CUeT YBeJUUEHUsI KO-
JlareHa M YMEHBIIEHMUSI MAacChl TJIAJKON MYCKYJIaTyphl,
OJITHOBPEMEHHO PErUCTPUPYETCS KapTMHA KHUCTO3HOIO
MeauajbHOro Hekpo3sa [8—10].

JletTm ¢ Koapkralueil aopThl OOBIYHO pPOXIa-
I0TCSI ¢ HOPMaJIbHOM Maccoil Tejla UM YAOBJIETBOPU-
TEJbHOW OLIEHKOUW 1o 1iKaje Arnrap. Y OOJbIIMHCTBA
IeTeil ¢ TakMM TIOPOKOM JIEKOMIIEHCAllUsl HacCTy-
maeT Ha 2—3-i1 Hejmesie Mociie POXIEHUsI, YTO CBSI3aHO
C 3aKPBITUEM OTKPBHITOTO apTepraJbHOTO MPOTOKA (IyK-
TYC-3aBMCUMBII BPOXIEHHbII MOPOK Cep/lLia).

B pamkax TmpuMBENeHHOro KJIMHUYECKOTO Ciiydast
BaXXHO YTOYHMTb, YTO B KjacCU(UKALMUM KOapKTalluu
a0PThl PA3IMYAIOT MPEIIyKTAIbHYIO, IOKCTaAyKTaTbHYIO
M TOCTAYKTaJbHYI0 (GopMmbl. B ciiygae mnpemmyKranb-
Hoit ¢dopmbl (peructpupyior B 70—75%) Bech KpoBO-
TOK B HHUCXOJSIIYIO aoOpTy 3aBUCUT OT COXPaHHOCTU
¢yHKUMM O60Ta/UIOBA MTPOTOKA, TTOTOMY €AMHCTBEHHBIN
crnoco0 BBIKUTH IJII TaKWX MMAllMEHTOB — OIlepaTHB-
HOE€ JIeYeHUe B TEepuojie HOBOPOXIEHHOCTU. B npyrux
cllydyasiX COCTOSIHME KOMITeHCAlluM KPOBOTOKA 3aBUCUT
KakK OT pa3mepa CyXXeHMsI aOpThl, TaK U OT pa3BUTHSI KOJI-
JlaTepaibHbIX COCYI0B, KOTOPhIE MPU KOApKTalluu 00s13a-
TeJbHO (DOPMUPYIOTCSI BMECTE C ITOPOKOM, «OTTSTUBasI»
TeM CaMbIM MOMEHT TPOSIBJICHUS] KIMHUYECKON CUMII-
TOMAaTUKU, KakK, OUEBUAHO, U ObLIO y pebeHKa B Mpe-
craByiieHHOM ciiydae. [IpucoenuHeHune octpoit pecrimpa-
TOPHOI BUPYCHON WHGEKIMU, MMO-BUIMMOMY, SIBUIOCH
TPUTTEPOM K YXYAIIEHUIO COCTOSIHUS ICBOYKM.

B cnyyae nekomrieHcaluy TIOSIBISIETCS M HapacTaer
KJIMHUYECKask KapTUHA AbIXaTeJIbHOW HEeIOCTaTOUHOCTH:
yuallleHHOE W 3aTpYyJAHEHHOE IbIXaHWE, 1IMaHO3 KOXU
U CIU3UCTBIX 000JI0YEK, TTPU3HAKU TKAHEBOW TMITOKCUN
U JEKOMIIEHCUPOBAHHOIO MeTa0OoJIMYEeCKOro aluao3a,
yTto OymeT WMUTHUPOBaTh KJIMHWUYECKUE TPOSIBICHUS
TsiKes1oi opMbl OCTpOit MHGMEKIIMNA HUXKHUX JIbIXaTe b~
HBIX TTyTEeM, MPEMsITCTBYS MTOCTAHOBKE BEPHOTO IMarHo3a

M, COOTBETCTBEHHO, BBHIOOPY €IMHCTBEHHO IMPaBUJIbHOM
B 9TOM CUTYallMM TeparieBTUUECKOM TaKTUKU. CUTyalunio
yCyryoJIsieT 4acToe OTCYTCTBUE IIYMOB Haja 00JIacThbiO
cepala Mpy aycKyJabTalluM M HAJIMYUe BIaKHBIX MEJIKO-
My3bIpYaTbIX M KPEMUTHUPYIOIINUX 3aCTOWHBIX XPUIIOB
B JIETKUX, YTO TIPUBOIUT K OIIMOOYHOMY IMATHO3Y «OCT-
past pecrupaTtopHasi BUpyCHass MHMEKIMS» WIN «ITHEB-
MOHUSI».

Takum oGpaszom, 000011asi MOAXOAbI K AUAarHOCTUKE
BO3MOXHBIX «KapIWaJdbHbBIX» TIPUYNH PAa3BUTHS JIbIXa-
TEJIbHOM HEJIOCTATOYHOCTU Y JETeil IMepBBIX MeCsIeB
JKU3HHU, HEOOXOAMMO BBIICIUTh OCHOBHBIE MOMEHTHI.
Bo-nepBbIX, IeKOMIIEHCALIMST COCTOSIHMSI HOBOPOXKIECH-
HBIX TIPU IYKTYC-3aBUCHUMBIX BPOXIECHHBIX TOPOKax
cepia MOXeT ObITh OTCPOYEHHOI M COBMAAATh 1O Bpe-
MEHU C TIEPUOIOM 3aKPBITHUS apTepUabHOTO TPOTOKA,
T.e. OT HECKOJbKMX 4acoB MO 2—3 Heja Iocjie poXKie-
HUSI, a TIPY HAJIMYUK KOJUTaTepaJIbHBIX COCYIOB U OoJiee.
Bo-BTOpBIX, COCTOSIHME AeTeil TpU TOSIBICHUU K-
HUYECKUX TPU3HAKOB OYEHb OBICTPO TIPOTPECCUPYET
JI0 KpaifHe TSDKEIOro 3a CYeT HapacTaHUs B TOM UHCIIe
MPOSIBICHUI CepAeUYHOM HEIOCTATOYHOCTU BCJICICTBHE
HU3KOM amanTalMoOHHON CIIOCOOHOCT MMOKapaa HOBO-
poxaeHHbIX [4, 10]. B cBoeBpeMeHHOI MOCTaHOBKE aua-
rHO3a B TaKUX CJIydasX BaXXHYIO pOJIb UTPAlOT WHCTPY-
MEHTaJIbHbIe METOMIBl MCCIICOBaHUS: HECOOTBETCTBHE
BBIPAXKEHHOCTH PEHTTEHOJIOTMYECKUX U3MEHEHUI B JieT-
KUX KIMHUYECKON KapTUHE AbIXaTeJIbHON HEIO0CTaTOU-
HOCTH, YBEJWYEHHBIM KapIUOTOpaKaJlbHBIA WHOECKC,
crietuduyeckre M3MEHEHUST O JaHHBIM 3JIeKTPOKap-
nuorpaduu u, TIIaBHOE, 9X0KapaAnorpapun.

IIpuMeHUTEILHO K  TIPEICTaBICHHOMY  CJIydalo
Ha MBIC/Ib O TOM, YTO TIPUYMHON Pa3BUTHUS JEKOMITCH-
CUPOBAHHOM JBIXaTeIbHON HEIOCTATOUHOCTU SIBJISIETCSI
He JIeroYyHasi MaToJIOTUsI, HaBeJI0 HECOOTBETCTBUE BbIpa-
JKEHHOM TaXWKapIuM JIMXOPaJaKe, YBeJIMUEeHUE pa3MepoB
cepilia Ha peHTreHorpachur OpraHOB TPYTHOM KIIETKU
M OTCYTCTBHE BBIpaXeHHOTO 3(deKTa OT pecrupaTop-
HOI TToaaepXKu. JIaHHbIe 9X0Kapauorpadu MO3BOIIN
YTOYHUTD AUarHo3. JIeiicTBUTEIbHO, OMHUM U3 HanboJiee
MPOCTBIX M 3(MGHEKTUBHBIX TMOAXOAO0B K IUArHOCTHKE
«CepAEUHBIX» MPUYMH Pa3BUTHUs IbIXaTeJIbHON HEIO0CTa-
TOYHOCTH CITY>KUT KUCJIOPOIHAs TIpoba: pebeHKY, B TOM
YHcJie HOBOPOXKIEHHOMY, HAIOT OOJIBIION MOTOK KUCIIO-
poma uepe3 KUCIOPOIHYI0 MacKy Ha 10—15 muH. B ciy-
yae ToabeMa caTypaldd TeMOIJIOOMHA KHUCIOPOIOM
Ha 10% u GoJiee, cKopee BCero, peub UAET O MHEBMOHUU
WY IPYTOM MOpaXkeHWH! JIESTOYHOI TTapeHXUMBI. B oTcyT-
CTBME M3MEHEHUS YPOBHS caTypauuu (He pernucTpupy-
eTCsT TIObEM TTOCIIe TIPOOBI/TIPEXKHUI YPOBEHb) TTPEIITO-
JlaraloT BpoXXAeHHBIH mopok cepaua. [Touemy? Kuciaopon
He B CWJIaX M3MEHUTh TeMOAMHAMUKY, B TaHHOI Mpooe
OH BCEro JWIIb Jydlle TPOHUKAET Yepe3 ajabBEOJIbI.
OCHOBHOE HapyllleHWe TeMOAMHAMHUKHU TIPW KOapKTa-
LIMY AOPThI COCTOUT B 3aTPYIHEHUN OTTOKA U3 JIETOYHBIX
BEH B CHMJIy MOBBILICHUS TaBJICHUS B JIEBOM JKEJyIOUYKe
cepilia M B aopTe JO MeCTa ee CyXXeHus. B oTcyrcTBue
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CBOCBPEMEHHON AMAarHOCTUKM M JIEYEHUS BCE MOXKET
3aKOHYMTHCS KIIACCUISCKUM OTEKOM JISTKMX WU JIETATb-
HBIM UCXOIOM.

B 3akmioueHne XOTMM OTMETUTh, UYTO TaKWe Ially-
€HTBl C JIMarHOCTUYECKM CJIOXKHBIMU 3a00JIeBaHUSIMU
BCTpeYaloTCsI BCe yallle B MpakTuke Iteamuartpa. [lepso-
CTereHHasl 3ajada I'pPaMOTHOIO CIeIMaJuCTa COCTOUT
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Takotsubo syndrome in an adolescent with spinal amyotrophy after surgical treatment
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CunzpoM Takony0o (cTpecc-MHIYHMPOBAHHAS KAPIMOMHONATHSA), 1OCTATOYHO U3BECTHDI BO B3POCJIOi KapANOJIOrUYecKOil Npak-
THKE, MOJKET BCTpeYaThes U y Aeteil. CHHAPOM TaKOLy00 pa3BUBAETCS MOCJE IMONMOHAJIBHOTO WM (PU3HYECKOTO CTPEcca: 0CTPO
BO3HUKAeT 00paTHMOe HapylleHHe COKPATHMOCTH JIeBOTO KeJIyl0uKa B 00JacTH BepxymKku. Passutue 6osieBoro cuHapoma, usme-
HeHMs Ha JJIEKTPOKApAUOTrpamMMe, MOBbIIIEHHE YPOBHS TPONIOHHHOB — BCe 3TO MMUTHPYeT MH(apKT Muokapaa. Kimoyom K auariosy
CJIY’KAT HHTAKTHbIE KOPOHAPHbIE APTEPUH U MOJHAS 00PATHMOCTD HAPYLIEHHH JIOKATIbHOI COKPATUMOCTH CO BPEMEHEM.
IIpencrapieHo KIMHMYECKOE HAOJIOJEHHE PA3BUTHS CHHAPOMA TAKOUY0O Yy MOJPOCTKA CO CNMHAJIBHOW MbIMIEYHOU aTtpodmeit
111 THna nocJie MJIAHOBOTO ONEPATHBHOTO BMEHIATEIHLCTBA (MOBTOPHBII 3aiHMIA coHanIoe3). Pa3BuTre cHHAPOMA TaKOLY0O ¢ KJIH-
HUYECKHMHU MPOSBIEHUSMU OCTPO¥i JIeBOXKeTyJ0YKOBOIi HeIOCTATOYHOCTH M OTEKOM JIETKHX MPOU3OILIIO B PAHHEM MOcCieonepanu-
OHHOM HEepHo/ie C XaPAKTEPHLIMU M3MEHEHUSMH HA 3JIEKTPOKAPIMOrpaMme B BUJie djieBanuu cerMenTa ST, JIOKaIbHbIM HapylIeHHeM
COKPATHMOCTH JI€BOTO JKeJIy0UKa N0 JAHHBIM 3X0Kapauorpaduu u BeHTpUKyiorpaduu, noBbIlieHHeM YPOBHS TPOIIOHUHOB B KPOBH.
CBoeBpeMeHHOE 00C/IeI0BAHHE Y KOPPEKLMS Tepanuy MO3BOJINIM MOATBEPIUTh KIMHUYECKHil marno3. Perpecc cumMnToMoB npo-
H3011e] B TeYeHHEe HECKOIBKHX JHEi.

Karouegvte caosa: demu, cunopom maxoyyoo, cmpecc-un0yyupo8anHas KapouoMuonamus, IXokapouoepapus, eHmMpUKyI0epapus.

Ansa yntuposaHus: s6noHckas K.I1., LLekoyuxuH [.10., Penopos C.A., TepexuH C.A., LLopHukos C.b., KewwwsH E.C. CuHApomM Tako-
uy60 y rnoapocTka co CrmMHabHOR ammoTpoguesi rnocae xmpyprudeckoro aedyeHus. Poc sectH nepuHaron n neanarp 2021; 66:(3): 81-86.
DOI: 10.21508/1027-4065-2021-66-3-81-86

Takotsubo syndrome (stress-induced cardiomyopathy) is well known in adult cardiology practice, and it also occurs in children. Takot-
subo syndrome develops after emotional or physical stress. There is an acute transient disorder of the left ventricle contractility of the
apex. The development of pain syndrome, electrocardiographic changes and troponins elevation imitate myocardial infarction. The key
diagnostic point is intact coronary arteries and complete reversibility of local contractility disorders over the time.

The article describes the clinical case of takotsubo syndrome in an adolescent with type III spinal muscular atrophy after planned
surgery (repeated posterior spondylodesis). Takotsubo syndrome with clinical manifestations of acute left ventricular failure and pul-
monary edema developed in the early postoperative period with distinctive electrocardiographic changes (ST segment elevation, local
impairment of left ventricular contractility according by echocardiography and ventriculography, and increased levels of troponin).
Timely examination and correction of therapy confirm the clinical diagnosis. The regression of symptoms occurred within a few days.

Key words: children, takotsubo syndrome, stress-induced cardiomyopathy, echocardiography, ventriculography.
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KJINMHUYECKUE CJ1YHAU

KHaCTOHH_[eMy BpPEMEHM CHHIPOM TaKOILy0o IIpe-
MMYILIECTBEHHO OIKMCAH Y B3pOCIbIX IalMEeHTOB.
B HeMHOroumcieHHBIX paboTax OITyOJIMKOBaHBI ClIydaun
CTpEeCC-MHIYIIMPOBAHHOM KapAMOMUONATUKU B Iieaua-
Tpuueckoi npaktuke [1].

B nutepaType MOXHO BCTPETUTh MHOXECTBO CUHO-
HUMOB 3TOTO COCTOSIHMS: KapAMOMHUOIATUSI TaKoIly0o,
cTpeccoBasi KapAuMOMMOTIATHsI, aMITyJorogo0Hast Kap-
IMUOMUOIIATUSI, CUHAPOM pPa3OUTOro cepilia, CUHIPOM
pa3myBaHMSI BEPXYILIKU, CUHAPOM TPAH3UTOPHON IHC-
¢bynkuum JseBoro xenymouka. <«Takotsubo» B mepe-
BOJIE C SIMOHCKOTO O3HAYaeT JIOBYIIKA JIJII OCbMUHOTOB.
HMMeHHO TaK BBIMISIAUT MPU CUHIPOME TaKOIly0oO JIeBbIi
JKeJTyZIoueK B KOHIIE CUCTOJIbI: TUTIMUHAsST (hopMa ¢ Y3KUM
TOPJIBIIIIKOM M IIapOBUIHONW HUXKHEW 4yacTbio (puc. 1).
BrniepBeie cuHapom Obutl onmcaH H. Sato u coaBTt. [2]
B 1990 r. B flrmoHum. Y geteil M1 MOJIOIBIX JIIOIEeH CUHAPOM
4acTO MHTEPNPETUPYETCs] KaK MUOKAPIUT WK JujiaTa-
LIMOHHAs KapIMOMUOIIaTUsI, MO0 KaK «OCTpasl JIeBO-
JKeJTyZIOUKOBasi HENOCTaTOYHOCTh HEW3BECTHON 3TUO-
Jjorun». PacmpocTpaHeHHOCTh CHHIpOMa TaKoIlly0o
y B3pOCIHIBIX COCTaBJISIET OKoJIO 2% cpeau TalMeHTOB
C TTOJIO3PEHMEM Ha OCTPHBIM KOpOHAPHBIN cMHIpPOM [3].

PazButue cuHApoMa OOBIYHO BBI3BAHO OCTPBIM
CTPECcCOM WJIM TTOBTOPHBIMM HE3HAYUTEJIIbHBIMU CTPEC-
camu. CrpeccoBble CUTyallud, OTNMCAHHbIE B JUTepa-
Type, pa3HOOOpPa3HbI: CMEPTh OJU3KOTr0 YeoBeKa, Iopu-
IUYeckre mpobJieMbl, TJIoXxue (UHAHCOBbIE HOBOCTH,
aBTOMOOWJIbHbBIE aBapUU, CTUXUITHBIE OeICTBUSI, 000CT-
peHUe XPOHUYECKOro 3a0oJieBaHUsI, TTOCAEONepaluoH-
HBII TIEPUO/, UCTIOIB30BaHUE WM OTKa3 OT 3allpelleH-
HBIX HAPKOTUYECKUX JieKapcTB [4—7]. ¥V neteii onvcaHbl
c/lyyau BOBHMKHOBEHUSI CUHIpOMa TaKolly0o BO BpeMsi
yparaHa, Tocjie TIIJlaBaHUusl, I10CJIe 3MOLIMOHAIbHBIX
rnepexuBaHuii, Ha (hOHE PECHUPATOPHBIX WIU KeJy-
JIOYHO-KUIIEYHBIX MH(MEKIUH, B MOCIeonepalioHHOM
nepuone [8—12].

Normal heart

Left ventricle

The normal shape of the
left ventricle after it
contracts (squeezes)

a -— - G

KpoMe TunmryHOro CuHIpoMa Takoly0o ¢ pa3BUTHEM
TUIIOKMHE3MM BEpXYIIKM JIEBOTO KeyJouykKa, Kpyro-
BOI TMITOKWHE3UN CPEIHUX OTAEJOB JIEBOTO XeJyaouka
U C MOBBIIIEHHOW COKPAaTUMOCTBIO €T0 0a3aibHbIX OTAe-
JIOB TaKXe BO3MOXHBI cieaytoiue (Gopmbl: 1) MHBEp-
TUPOBAHHBIN, WX 0a3ajbHbII, CUHAPOM IIpU TOpaxe-
HuUM 0azajbHBIX OTIEJOB JIEBOTO Keylodyka cepjla;
2) C MOpaXeHWeM CPEIHMX CETMEHTOB JIEBOTO XeIy-
Ioyka cepauna; 3) ¢ AUCOYHKIMEH BepXylleK 000uX
KeJynoukoB; 4) ¢ nuCcYHKIIMEN JIeBOTO Kelymouyka
U COXpaHEHMEM COKPaTMMOCTHM WMCTUHHOTO BEpXylley-
HOTO CerMeHTa; 5) ¢ M30JIMPOBAaHHBIM MTOpPaXXEHUEM Mpa-
BOTO XeJTy104uKa.

Knunuueckasi KapTuHa CXo/IHa C KapTUHOM MH(bapKTa
MuoKapna. Beuay Toro uro misi nereit yacrora BO3HMK-
HOBEHMSI MIIEMMYECKO OO0JIe3HM cepila HeBbICOKA,
nuddepeHInaNibHas MarHOCTUKA B IETCKOM TpaKTUKe
MpuU3BaHa MCKJIIYUTh BPOXIEHHbIE WU MPUOOpETeH-
HbIe aHOMaJIMM KOPOHAPHBIX apTepuil. B kiinHuke Meiio
MPEeIOXKEeHbI TUarHOCTUYECKUE KPUTEPUU KaparOMUO-
natun Takoiryoo [13]. Iist mocTaHOBKM auMarHo3a Heoo-
XOJMMO HajInuue Bcex 4 KpUTepueB:

1. Hanuuue TpaH3UTOPHOM I'MITOKMHE3UU UM aKUHE-
31K CPEHUX CETMEHTOB JIEBOTO Xeyynouka. HapyiieHue
COKPaTMMOCTM CTEHKHU JIEBOTO KeJIyJo4yKa He HOJIKHO
COOTBETCTBOBATh OaCCEHY OJJHO KOPOHAPHOM apTepuu.

2. [lo maHHBIM KOpoHaporpaduy He AOJIKHO ObITh
OOCTPYKTMBHOTO TOpa)K€HUsi KOPOHApHBIX COCYIOB
U MPU3HAKOB Pa3pbiBa aTEPOCKIEPOTUUECKHUX OJISIIIIEK.

3. JomKHBI UMETHCS U3MEHEHMST Ha 3JIEKTPOKapIUO-
rpamMme (aseBauusi cermeHTa ST wiu nHBepcust 3youa T)
JIM0O TIOBBIIIEHUE YPOBHS KapauocreuupUuuHbIX OMo-
MapKepoB.

4. JloJokHBI OBITH MCKJIIOYEHBI (heOXpOMOIIMTOMA
U MUOKaAPJIUT.

CuHAPOM TakKoIly0o B OOJBIIMHCTBE CIy4acB MMeEET
OnaronpusiTHBIM TIporHo3. BoccraHoBieHWe QyHKIMU

Takotsubo cardlomyopathy

-
-

Japanese Octopus Pot

_ A (Tako-Tsubo)

Enlarged left ventricle

The left ventricle swells and forms
a shape like an octopus pot

82

Puc 1. Cxema u3MeHEHHS JIEBOT0 JKeJIyI0YKa cep/ia npu CHHAPOMe TaKoIy0o.

a — 3/I0pOBOe cepile ¢ HOPMAJIbHOU (OPMOii JIEBOTO JKeJTy0UKAa MOCJ/Ie ero COKpaIleHus; 6 — Kapamo-
MHONATHS TAKOILY0O C YBEJINYEHHDBIM JIEBbIM XKeJTYI0UYKOM, NPUHUMAIOIMM (GopMY JOBYIIKH 1JIS1 OCh-
MuHoOra). https://www.heartfoundation.org.nz/your-heart/heart-conditions/takotsubo-cardiomyopathy
Fig. 1. Left ventricle changes diagram in takotsubo syndrome.
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JIEBOTO XeJTylIo4yKa, KaK IpaBujio, HabogaeTcss B Teve-
HUE HECKOJIbKUX HENEeb.

[IpencraBisieM COOCTBEHHOE KJIMHUYECKOE HaOIIIO-
JIeHWe CUHIpOMa TaKoIy0o y TOIpOCTKa CO CITMHAIbHOMN
MBIILIEUHOM aTpodueil B mocieornepalilioHHOM TTeproie.

[Tauwent H., 17 netr, ¢ aMarHO30M: CIIMHAJb-
Hasg amuorpodus IIl Tuna (6one3nn KyremnnObepra—
Benannmep), moctynuia B cTauvoHap Ui TIJIaHOBOTO
OIepaTUBHOTO JieUeHUs B oObeMe ynajieHusl MeTaljio-
KOHCTpyKIMu Stryker 4,5 ¢ gajbHEMIIUM 3alIHUM KOp-
PUTHPYIOIIUM TpPaHCIEANKYJIOKOPITOPATbHBIM KOMOU-
HUpPOBaHHBIM cnonaunonesem C, —Pelvic ¢ KocTHOIA
TUIACTUKOM MOl PEHTI€HOJIOTUYECKUM KOHTPOJIEM.

[Mpu TOCTYyIUIEHMM OTMEYEHBbI Ie@UINT Macchl
Tena — 24 Kr npu pocte 146 cM, BbIpakeHHast aTpodus
MBIIIII, CBSI3aHHAasi C OCHOBHBIM 3abojieBaHueM. [lepe-
JIBUTAJICSI HA WHBAJIMIHOM Kpecje ¢ JOMOTHUTETbHOMN
MO PKKOM M TIOCTOPOHHEN MOMOIIbI0. B motoxxeHun
CHJIST OTMeUajach BbIpaXkeHHast MPaBOCTOPOHHSIS aedop-
Malus TO3BOHOYHMKA ¢ POTAllei ITO3BOHKOB M (POPMU-
poBaHue pedbepHOTro ropba 1o 15 cM crpaBa.

B mpenonepanoHHOM miepuojae MalMEeHTY BbBITOJ-
HSIJIOCh 00cJieloBaHuE, B TOM 4uUC/Ie 3XoKapauorpadus,
10 JAaHHBIM KOTOPOI HapyIIeHW T100abHOM U JTIOKAJIb-
HOM COKPAaTMMOCTU He OBLIO BBISIBIEHO, KJIalaHHBIN
anmnapat He ObLT u3MeHeH (puc. 2). Ha anexrpokapauo-
rpamMMe OTpeNesisioCh OTKJIOHEHUE JIEKTPUUYECKON OCH
BIIPaBO, 4acTOTa CEPIEYHBIX COKpalleHuil 83 yia/MuH,
Hecrienuduueckure nuameHeHus cermeHTa ST u 3yoma T.

B ycnoBusix o61eit aHecTe3un ¢ TEXHUYECKIMU TPYI -
HOCTSIMM yJajeHa MeTaJUIOKOHCTPYKIus. BbimojiHeHa
MMIUTAaHTAIMs HOBOM MeTaJUTOKOHCTpyKumu. [TpoBomu-
Jlack ayroremorpaHcdysusi. O0beM KpOBOIOTEPU COCTa-
Bua 1500 mut.

B panHem mnocneornepalliOHHOM TIepUOE MallM-
€HT HaxoduJcsd Tmoja HaOJJeHUueM B OTACJICHUU
peaHUMAallM Ha WCKYCCTBEHHOW BEHTUJISIUM JIeT-
kux. Ha 2-e cyrku mociieonepaiimoHHOTO Tepuoa

npu BeHTUIssuMu B pexxume CPAP (continuous positive
airway pressure) y naiyMeHTa pa3BuaoCh TaXUITHO3 110 35
B MuHyTy, unaekc PaO,/FiO, = 149. IIpu 6poHX0CKO-
MUK ONPEIesIsIOCh OO0JbIIOe KOJMYECTBO TEeHUCTOM
MOKPOTBI ¢ TeMOppParn4ecKuM KOMITIOHEHTOM, YTO CBU-
IIeTeIbCTBOBAJIO 00 oTeKe Jierkux. [1poBoamiancek nuype-
THYecKas Tepanusi, UCKyCCTBEHHAsT BEHTUJISILIUS JIETKUX
B TIPUHYAUTEIHLHOM DPEXHUME C TOJOXUTEIbHBIM J1aB-
JICHWEM B KOHIIE BbIZIOXa, MEIUKAMEHTO3HAasI cemarus.
Kak ogHa M3 BO3MOXHBIX TPUYMH AbIXaTeJIbHON HEm0-
CTaTOYHOCTU HE HCKIIYAIOCh IMOCTTPAaHC(HY3MOHHOE
MOBpEKIeHUE JTETKHUX.

IMpu ynBTPa3ByKOBOM MCCIEIOBAHUU JIETKUX OTME-
YeHbl MPU3HAKKM TUIEpPrUapaTaliMyd JIETOYHOUM TapeH-
XUMBbI B BHUJIE€ MHOXECTBEHHBIX B-JIMHMII B BEepXHUX,
OOKOBBIX 1 0a3aIbHBIX OTAeIaX 000uX Jerkux. [1puszHaku
aTeJIeKTa3MpOBAaHUST YIaCTKOB HIDKHUX H0JIei 000MX JieT-
KX, OOJIbIIIE CIIpaBa.

Ha ¢oHe mnpuMeHeHUsI ITUYpETUKOB OKCHUTCHALIMS
VIIYYIINIach, OJHAKO CITOHTAHHOE IbIXaHUE COXpPaHSI-
JIOCh HemocTaTouHo 3¢ dekTuBHBIM. [IpoBoamiace Kop-
peKIus TUMOKAJIUEMUM, OrpaHMUYMTEIbHAS TaKTHUKa
nH(pyY3MoHHOI Tepanuu. WMHIEeKC OKcUreHauuu yBe-
Juauiicsa 10 293, 4To MO3BOJMIIO TIOCTIE CaHALIMOHHOM
OPOHXOCKOTMHU TTepeBECTU MallMeHTa Ha HEMHBAa3WBHYIO
BEHTUJISILIMIO JIETKMX.

[Tpu aTOM 11O TAHHBIM BJIeKTpoKaparorpaduu (puc. 3)
ObLTa OTMedeHa 3y1eBanus cermeHTa ST, a mpu tadboparop-
HOM 00CJIeTOBAaHWUHU BBISIBJICHO MTOBBIILIEHUE YPOBHSI TPOITO-
HUHA B KpoBHU 10 2,14 Hr/mu (npu Hopme 10 0,05 Hr/mo),
KpeaTuHKMHa3bl 10 1254 en/a (nmpu HopMme no 270 en/n),
K®K-MB 42 en/n (nmpu HOpMe mo 24 em/m), HaTpuii-
yperryeckoro mporenTtuaa 12 352 nr/mu (npu HOpMme
1o 125 nir/mut).

CocTosiHMe ObLIO paclieHeHO KaK OCTPbIi KOpO-
HapHBI CUHIpPOM C aJyeBauueit cermeHta ST, mauu-
€HT DKCTPEHHO HalpaBjieH B PEHTICHONepalMOHHYIO
JUTSL BBITIOJTHEHMSI KOpOHaporpaduu v B ciyvae Topa-

Puc. 2. ]lannbie a3xokapauorpaduu pedenka H. 17 jer no onepamuu.
a — MacTosa; 0 — CUCTOIA.
Fig. 2. Preoperative echocardiography of a 17-year-old child N.
a — diastole; b — systole.

POCCUVICKWIA BECTHUK NMEPUHATOJIONMW U MNEANATPUM, 2021; 66:(3)

ROSSIYSKIY VESTNIK PERINATOLOGI! | PEDIATRII, 2021; 66:(3)

83




JKEHUST KOPOHAPHBIX apTepHil BHITIOJTHEHUST TIEPBUIHOTO
YPECKOXHOT0o KOpPOHApHOTro BMmelarejabcTBa. [1poBene-
HUe KopoHaporpaduu OBIJIO COIPSKEHO C OOJBIIMMU
TEXHUYECKUMU TPYIHOCTSIMU: BBIHYXICHHOE TTOJIOXE-
Hue OO0JBHOTO Ha OOKY, HEBO3MOXHOCTbH IOJHOIO pas-
rMOaHUs PyK U HOT, CMEIlIEHIEe aHATOMUUYECKUX CTPYKTYP
B TPYAHOM KJIETKE.

Ha cepusix KopoHaporpamm rmopaxeHue KOpOHapHBIX
apTepuii BBISIBIEHO He ObUTo. OTMeYeHa aHaTOMMYEeCKast
aHOMaJIMs B BUJE OTXOXIEHMSI OTMOAIoLIeit apTepuu
OTIEBHBIM YCThEM OT TIPaBOTO KOPOHAPHOTO CHHYyca
(puc. 4). Ha cepuu BeHTpUKYJOrpaMM BBISIBJIEHBI THUITO-
KMHe3us1 1—2 CerMeHTOB, aKMHE3UsI-TUCKIHE3Us 5 cer-
MeHTa. @pakius Beiopoca 40—50%.

ITo naHHBIM 3X0Kapanorpaduu TakKe ObLIO ompene-
JICHO TIOSIBJIGHWE 30HbI HAPYILLIEHHON JIOKAJbHOM COKpa-
TUMOCTU — KOJIblIeBasi aKMHE3UsI Ha CPeIHEM ypOBHE,

KJINMHUYECKUE CJ1YHAU

OoJiee BBIpakeHHas1 B HMKHMX cerMeHTax. KomrmeHca-
TOpHAasT TUTIEPKUHE3MUsT Oa3aIbHBIX U BEPXYIIEUHBIX CET-
MeHTOB. [ToOajbHasi COKpPaTMMOCTh ObLIa TaKXKe CHU-
JKeHa, OLIeHOUHO (pakius BeiOpoca coctaBuiia 40—50%
no Cumricony (puc. 5).

COBOKYITHOCTh MPEACTABIIEHHBIX PE3YJIETATOB 00CIe-
JIOBAHUST TTO3BOJIMJIA BBICTABUTH JWATHO3: KapAMOMMO-
naTusi Takoly0o (cTpecc-MHAYyLMpPOBaHHAS JIOKAINU30-
BaHHas1 AMCGhYHKUMS CEpLia).

JleueHue m HaOJMOIEHUE 32 MALIMEHTOM OBUIO TPO-
JIOJDKEHO B YCJIOBUSIX OTAeAeHUs peaHnMannu. Ha ¢one
Tepanuu B TeyeHue 48 4 HaOI0AaIoCh OBICTPOE K-
HUYECKOe YIydllleHWe C KyIMUpOBaHMEM OTeKa Jier-
kux. MIcKyccTBeHHasT BEHTWIISILMS JIETKUX TIpeKpalieHa
Ha 4-e TocyieornepallioHHbIe CYTKU. B nmHamuke ypo-
BEHb TPOTIOHMHA B TeueHue 24 4 (Ha 3-u mocjeonepanm-
OHHBbIE CyTKM) cHu3uiics 1o 1,459 ur/mn. Ha 15-e nocne-

Puc. 3. Dnexrpokapauorpamma pedenka H. B octpom nepuoze KopoHapHoro cuanpoMa. Q0bscHeHNs B TEKCTe.
Fig. 3. Electrocardiogram of child N. in the acute period of coronary syndrome. Explanations in the text.

y B, R

wi
-

1\6\l

Puc. 4. Kaapbl kopoHaporpammbl pebenka H. B ocTpom mepuoge KOPOHAPHOTO CHHApPOMA:
a — JieBasi KODOHAPHAsI apTepusi, 6 — NpaBasi KOPOHAPHAS apTepHs.
Fig. 4. Coronary images of child N. in the acute period of coronary syndrome:

a — coronary artery; b — right coronary artery.
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Puc. 5. Jaunbie 3xokapauorpacguu pedenka H. 17 net nocie onepaiuu.

a — auacroJia; 0 — cucrosa.

Fig. 5. Postoperative echocardiography of a 17-year-old child N.

a — diastole; b — systole.

Puc. 6. Ill/IHaMl(lKa JJIEKTPOKAPAUOTPAMMbBI pe6eHKa H. nocae KYNMHPOBAHUA OCTPOro COCTOsSA-

nusa. O0bACHEHNs B TEKCTE.

Fig. 6. Electrocardiogram dynamics of child N. after relief of the acute condition. Explana-

tions in the text.

orepalMoOHHbIe  CYTKM  BBITIOJIHEHA  KOHTPOJIbHAS
sxokapauorpadusi, Mpu KOTOPOil OBIIO OTMEUEHO BOC-
CTAHOBJICHUE JIOKAJTbHOW U TIOOATBHOM COKPaTUMOCTH.
OueHoYyHO ormpenesieHa dpakius BbeiOpoca — 60—65%.
ITo JaHHBIM 3JEKTPOKAPANOTPAMMBI B 3TOM XK€ TTepuoie
oTMeuyeHa uHBepcust 3yoloB T B rpyaHbIX OTBeAeHUSIX V1
u V3 (puc. 6).

B Tepamuu MOMHUMO WMCKYCCTBEHHOM BEHTWJISILIUU
JIETKUX, Ba30IpPECCOPHON TOMIEPKKN HOpaapeHaT-
HOM, TMPUMEHSIIMCh OeTa-aapeHobJioKaTopbl (OpeBU-
010K, MeTompososa u3 pacyera 0,2 Mr/Kr), TMypeTUKU.
Tepamusi COOTBETCTBOBaja CTaHAAPTHON Teparuu,
WUCMOJIb3yeMOU MPU CUCTOJUYECKON CEPAECYHOUW HENO-
CTaTOYHOCTU. JIJIUTENBbHOCTh JiedeHUs OeTa-aapeHo-
GJI0KaTOpaMM COCTaBWIIa 2 HEll B YCIIOBUSIX CTallMOHAapa.
B manbHeieM mpueM METONpPOoJioia ObUT TMPOJOIKEH
B aMOYJIaATOPHBIX YCTOBHSIX.

CraHmapTel Ui JIeYeHUS CUHIPOMa TaKoIyoo
y JeTeii He pa3paboTaHbl, Teparust IPOBOIUTCS SMITUPU -

yecku. [lo mpeacraBaeHHBIM B JIUTepaType JAaHHBIM,
MPUMEHSIETCS JIEUEHUE 3aCTOMHOM CEpAeYHON HemocTa-
TOYHOCTU, MHOTPOMHas Mojjaepxka. B omHom ciyyae
WCITOIB30BAJICS JIMIOKAUH JIJIS KYTTMPOBAHUS KETy104-
KOBOI TaxyWKapAuu B OCTPOM Mepuone. Y psina mauu-
€HTOB TIPUMEHSITUCh WHTUOUTOPHI aHTUOTEH3MHIIpE-
Bpamamoiiero depMeHra, Oera-agpeHoOMOKaTOpHI [1].
JnTeIbHOCTh Tepanyv HEM3BECTHA, O MHEHUIO OTHUX
aBTOPOB, OHA MOXeT ObITb OTpaHUYEeHA HOpMau3aluei
(GYHKIMU JIEBOTO KeJlydouykKa; Apyrue aBTOpbl Mpe.-
JlaraloT B KayecTBe MPOUIAKTUKY pelaMBa CUHAPOMaA
TaKoly0O IPOJOHTMPOBATh TpUeM OeTa-aapeHo0JIoKa-
Topos [1, 14].

JaHHBII ciydaii AEeMOHCTPUPYET pa3BUTHE CUHAPOMA
Takoly0a y MoIpocTKa B paHHEM IOCJIeoNepallMOHHOM
nepuone, SIBUBLIMMCS CTPeccoBoil cutyainuei. [Ipo-
JNIEMOHCTPUPOBAH aJITOPUTM JUATHOCTUKU, KOHTPOJISI
U JIYeHUSI CUHIIpOMA C 0J1aronpUsITHBIM UCXO/IOM U TTOJI-
HBIM BOCCTaHOBJIEHHEM (DYHKLUI cepa.
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B MOMOLLIb TPAKTUYECKOMY BPAYY

BeTtpsinasi ocna u 6epeMeHHOCTb: PUCKH JJ1s1 MaTepu U muiofa. Ilymu pemenus npooJiembl

U.B. Koavyosa', 3.A. Jlomonosa?, O.10. Cunveeiicmposa?, JI.b. Kucmenesa"

'PrbY «HaumoHanbHbIN UccnenoBaTenbCKUi LEHTP 3NUAEMUONOrMM N MUKPOOMONOrn
MM. noyeTHoro akagemuka H.®. ramanen» Muusgpasa Poccun, Mocksa, Poccus;
2OBYH «LeHTpanbHbii HUW anngemmnonorum» PocnotpebHansopa, Mocksa, Poccus

Chicken pox and pregnancy: risks to mother and fetus. Ways to solve the problem

L.V.Koltsova!, E.A. Domonova?, O.Yu.Silveystrova®, L.B.Kisteneva’

'Gamaleya Federal Scientific Research Centre of Epidemiology and Microbiology, Moscow, Russia;
2Central Research Institute of Epidemiology, Moscow, Russia

BerpsiHas ocna — pacnpocTpaHeHHOe 3a00JieBaHue, NMPUBOJIsAIIEE K OOJNBIIOMY KOJMYECTBY KIMHHMYECKHUX NPOSIBJICHUI, HAYUHAS
¢ JIeTKHX CHOHTAHHO pa3pemaninuxcs (opM, 3aKaHYUBASK TSKEJIBIMH OCJIOKHEHHBIMH CJIy4asiMH, TPEOYIOIMMH FOCIHTAIN3AIMA
U napeHTepanbHoii Tepanuu. HecMoTpa Ha To 4To JaHHAs UH(eEKUMA B 00JIBIIOM YHCTIe CIydYaeB sBJIseTCS JOOPOKaYeCTBEHHOM,
OHA MOXKET NPUBOAUTH K THCCEMHUHUPOBAHHBIM YIPOZKAIOIIUM XKU3HU MPoLeCcCaM y 6epemeﬂﬂux KEHIIUH 1 HCUMMYHU3UPOBAHHBIX
HOBOPOK/IEHHBIX, 3apaXKEHHBIX B MEPUHATAJIBHBINA NMEPUO, A TAKXKE BbI3BATh BHYTPUYTPOOHYIO TMOe]b M BOZHHKHOBEHHE AHO-
MaJIMii y Iiiosa.

B HacTosiimee BpeMsi OTCYTCTBYIOT €IMHbIe TepaneBTHYEeCKHe MOIXOAbl B BeJAEHHM OepeMeHHbIX ¢ BETPsHOI ocmoii. Xapakrep
U Ts2KecTh MHGEKIMH y AeTeil 3aBUCHT OT MOMEHTA 3apaKeHHs (10 WM NOC]Ie POAOB, HHTPAHATAIBHO), MMMYHHOTO CTAaTyCa MaTepH
NpPOTHB BUpYca repneca 4ejoBeka 3-ro tuna (BI'Y-3), rectauuoHHOro Bo3pacta mioJa U HAIMYUs COMYTCTBYIOIMUX COCTOSTHUIA.

Karoueente caosa: demu, bepemerHvle, GempsHas OCNA, BUPYC 2epneca eaogeka 3-20 muna, supyc varicellae-zoster, onosiceiaroujuii eepnec.

Ans untupoBanms: Kosbuosa U.B., [lomoHoBa 3.A., Cunbserictposa O.10., KucteHeBa J1.5. BeTpsiHasi ocria n 6epeMeHHOCTb. PUCKU /151 Ma-
Tepu v naoga. Mytv pelueHvs npobaemsl. Poc BecTH nepuHaton v neanatp 2021; 66:(3): 87-93. DOI: 10.21508/1027-4065-2021-66-3-87-93

Chickenpox is a common disease leading to a large number of clinical manifestations, ranging from mild spontaneously resolving
forms to severe complicated cases requiring hospitalization and parenteral therapy. Despite the fact that this infection is benign in the
majority of cases, it can lead to disseminated life-threatening processes in pregnant women and unimmunized newborns infected
during the perinatal period, as well as it can cause intrauterine death and fetal abnormalities.

Currently, there are no unified therapeutic approaches in the management of pregnant women with chickenpox. The nature and
severity of infection in children depends on the moment of infection (before or after birth, intrapartum), the immune status of the
mother against the human herpesvirus type 3 (HHV-3), the gestational age of the fetus and the presence of concomitant conditions.

Key words: children, pregnant women, chickenpox, human herpesvirus 3,varicellazoster virus, herpeszoster.

For citation: Koltsova 1.V., Domonova E.A., Silveystrova O.Yu., Kisteneva L.B. Chickenpox and pregnancy: risks to mother and fetus. Ways
to solve the problem. Ros Vestn Perinatol i Pediatr 2021; 66:(3): 87-93 (in Russ). DOI: 10.21508/1027-4065-2021-66-3-87-93

BeTpﬂHaH oclla — pachpoCTpaHEHHOE BUPYCHOE
3aboJieBaHUe, TIPOTeKalollee KaK B JIETKOM, CITIOH-
TaHHO paspelnamolieiics (Gopme, TaKk M B TIXKEJOM,
OCJIOKHEHHOM, TpeOyollell TOCTUTAIN3alui U TTapeH-
TepajbHOI Tepanuu. Yalle Bcero BeTpsiHasl ocra Te4yeT
JIOOPOKAYECTBEHHO, OMHAKO Yy OepeMEHHBIX KEHIIMH

¥ HE UMMYHU3UPOBAHHBIX HOBOPOXIEHHBIX, 3apaKeH-
HBIX B IEepUHATAJbHbI Mepuoa, 3a00JeBaHUE MOXET
MPUBOAUTL K JUCCEMUHUPOBAHHBIM YTIPOXAIOUIUM
JKM3HU MpoLeccaMm.

B HacTosiiiee BpeMsi OTCYTCTBYIOT €IMHbIE TepareB-
TUYECKUE TIONXONbl B BENEHUU OEPEMEHHBIX C BETpSi-
HOW ocroii. XapakTep W TSDKeCTb MH(EKUMU y nerei
3aBUCIT OT MOMEHTA 3apaxeHusl (10 WU IMOCJe POJOB,
MHTpPaHaTaJIbHO), UMMYHHOTO cTaTyca MaTepy (HaJIM4uu
crnetuduueckux aHTUTE K BUpPYCY reprieca 4ejoBeKa
3-ro tuna — BI'Y-3), recraiilmoHHOro Bo3pacrta IUiona
U HAJIMYUSI COMYTCTBYIOLIMX COCTOSIHUIA.

© KonnekTtue aBTOpOB, 2021
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BetpsiHast ocnia — ofHa U3 HanboJjee IMMPOKO PACIIPO-
CTPaHEHHBIX BBICOKOKOHTAIMO3HBIX MHMEKLMIA (MHIEKC
KOHTarmo3HocTu B cpemHeM paBeH 75—90%) [1]. Puck
3a00JI€BaHNS 3I0POBBIX JINI] B TeYEHNE XKU3HU COCTAB-
nger 6osee 95%. I1o 00IIEMUPOBBIM JaHHBIM, 89—96%
CJIy4aeB BETPSTHOM OCITBI TIPUXOINTCS Ha JETEN MITafIile
14 net u ToNBKO 5—7% cCilydaeB perucTpupyercsl cpeau
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B3POCJBbIX. YPOBEeHb WMHMUIIMPOBAHHOCTH HAaCeJICHUS,
ornpelesieMblii Ha OCHOBaHUU OOHAPYXXEHUS BUPYCO-
cneundudeckux anturen kiuacca IgG, cocrasiser 15,5%
y IeTell B Bo3pacTe oT 9 Mec 110 4 JIeT, a Y MOJIOJIBIX JIIOAeH
20—29 ner mocrturaet 75,9% [2]. o manubiM lleHTpa
10 KOHTPOJIIO U poduiiakTuke 3abonesanuit (Center for
Disease Control and Prevention, CIIIA — CDC) B 60J1b-
IIMHCTBE SKOHOMUYECKM Pa3BUTBIX CTpaH Mupa 3a00-
JIEBa€MOCTb BETPSTHOM OCTION CHMXKaeTcs B pe3yJibrare
MPOBeIeHUST aKTUBHOM TUTAHOBOM BaKIMHAIIMK HaceJie-
Hus [3]. HecMoTpst Ha BBICOKMIT YPOBEHb UMMYHU3ALIUN
B JIETCKOM Bo3pacTte (Kak B pe3yjibrare MH(OULIUPOBAHUS
JUKAM IITaMMOM BHMpyca, TaK M BakiuHaiuu), v 10%
SKEHIIUH (hepTUIIBHOTO BO3pacTa OTCYTCTBYIOT 3alllWT-
HbIe aHTUTeNa K anTureHam BI'Y-3.

B Poccuiickoit ®denepanuu 3abomeBaeMOCTb BETPSI-
HOI OCIOil OCTaeTcss Ha CTAOMJIbHO BBICOKOM YpPOBHE,
yCTymasi JIMIIb OCTPBIM  MHMEKIUAM  IbIXaTeTbHbIX
nyteii. [To maHHbIM PocrioTpe6Ham3opa 3a 2018 . B PD
3apeructpupoBaHo 837 829 ciydyaeB BETPSIHOM OCIIBI,
n3 HUX 46 827 ciydaeB MPUXOAUTCS Ha B3pOCIIOE Hace-
neHue. 3a gHBapb-CeHTSAOph 2019T 3a00eBacMOCTb
B Mockse coctaBuia 55 304 cayyast, yto Ha 35% Gosbliie,
yeM 3a aHajornuHblil nepuon B 2018 . [4]. 3aboseBae-
MOCTb OCTaeTCsl Ha BBICOKOM YpOBHE BCJIEICTBUE OTCYT-
CTBUSI BaKIMHAIIMKA OT BETPSTHOM OCTIBI B HALIMOHAJTBHOM
U peruoHaJbHBIX KajleHaapsax. O6beMbl UMMYHU3AUN
OCTalOTCSl HETOCTATOYHBIMU, HECTIOCOOHBIMU TTOBJIUSATH
Ha 3MUAESMUYECKUI ITPOIeCcC B MacIITabax cCTpaHsI [5].

Puck xoHTakTa GepeMeHHOI XXEHIIUHBI C OOJTBHBIM
BETPSIHOM OCITON BBICOK U orleHuBaeTcs B 12—24%. Ho,
VYUTHIBAsI BBICOKYIO CEPOIO3UTUBHOCTH B ITOITYJISIILIUU,
yacToTa pa3BUTHs 3aboyieBaHUS cpean OepeMeHHBIX
cocrasiseT 0,1—3 Ha 1000 6epemeHHOCTE [6].

dtuonorus

Bupyc repneca uenoseka 3-ro tuna (BI'Y-3, Bupyc
Bapuuesuia-30cTep, varicella-zoster virus, Human alpha-
herpesvirus-3) — JIHK-conepxaiuii Bupyc, nmpuHauie-
xaiuii K otpsiny Herpesvirales, cemeiictBy Herpesviridae,
noaceMeicTBy Alphaherpesvirinae, pony Varicellovirus.
bynyuu netiporponasimM, BI'U-3 nareHTHO nepcuctupyer
B CEHCOPHBIX HelipoHax. DTO OIMH U3 HanboJee TeHeTH -
YECKH CTaOWJIBHBIX BUPYCOB TepIieca YeJioBeKa ¢ Juame-
TpoM okoJio 175 um. M3 7 uzsectHbix reHoTuros (E1, E2,
J, M1, M2, M3, M4) 5 ¢wioreHeTU4eCKM CaMOCTOSI-
TeJbHbIe, a 2 (M1 u M2) — pekombuHanTel E1 1 J [7].

0Oco6eHHOCTU HGEKLMOHHOMO Npouecca

MHKyOalMoHHbIN TIepUOJ BETPSIHOM OCIbI B Cpell-
HeM coctaBisieT 14—16 nueit (10—21 meHb), HO MOXET
ITATHCS 10 28 MHE# y allMeHTOB, MOJIy4yaBIIuX UMMYHO-
m1o0yuH, n 0ojiee 28 qHell Y UMMYHOKOMITPOMEHTHPO-
BaHHBIX OOJIBHEBIX [3].

INepBuunast uHdexius, BeizBaHHass BI'Y-3, HaunHa-
eTCsl C periMKalyMy BUpyca B SMUTEIHATIbHBIX KJIETKax
CJIM3UCTOM 000JIOYKU BEPXHUX OTIEIOB PeCIIMPAaTOPHOTO

B NMOMOLLIb TPAKTUYECKOMY BPAYY

TpakTa, OTKyJa BUPYC MPOHMKAET B HEOHbIE MUHIATMHBI
u japyrue JuMdouIHbie 00pa3oBaHUsI POTOTJIOTKU, T
B neproj MHKyOauuu nHduumpyer aumpouutsr CD4+
u CD8+ [8]. UndbuumpoBaHHble T-KJIETKM TpaHCIIOP-
TUPYIOT BUPYC Yepe3 KPOBOTOK B KOXY U JAPYrue TKaHU
u opraHbl. CuMTaeTcsi, YTO MPU BETPSHON OCIe Cylle-
CTBYIOT [JIB€ BOJIHBI BUPEMMU: TIEPBUYHAsI BUPEMMUSI
BO3HUKaeT dYepe3 4—6 nHel Tocie WH(MULIMPOBAHUS
U COMPOBOXIAETCSI PACIIPOCTPAHEHUEM UM peTUIMKaluei
B Ipyrue oprasHsbl (IeyeHb, cejie3eHKa, CEHCOPHbIE TaH-
[JINK); BTOPUYHAs BUPEMUS TIOSIBISIETCSI MPUMEPHO
yepes 14 nHeit (10—21 neHb) U COMPOBOXKIAETCS OCHOB-
HBIMU KJIMHWYECKUMU MPOSIBIEHUSMU B BUIE KOXHOM
coinu [3].

KoxxHast chIlib MpU BETPSIHOM OCIIe XapaKTepu3yeTcst
JIOKHBIM TToJIMMopdu3MoM. boibHOI 3apa3eH 3a 2 qHS
1O TIOSIBJIGHUSI CHITIM 1 B TeYEHME 5 THEH Mociie MmosiBiie-
HUSI TIOCJIETHETO BBICHITIAHUSI.

MakTOphI BPOXKICHHOTO UMMYHUTETA, BKIIOYAST ITPO-
NyKIMI0 uHTepdepoHa-anbda, BpEeMEHHO CIAEPXKUBAIOT
pasmHoxeHrne BI'U-3 B Koxxe, 3aTeM MOSIBJISIETCSI ChITb
u o0pa3yroTcsl my3bipbku. [Ipenmnonaraercs, yto Gyaro-
napsi BpOXIEHHOMY HMMYHUTETY 3aMeUIsIeTCsl pas-
MHOXEHME BUpyca, obecrieumBaeTcsl Bpemsl JUIsl pas-
BUTHUS aJalTUBHOIO MMMYHUTETa, KOHTPOJUPYIOLIETO
9TOT Tpoiiecc. BpoxXneHHbII UIMMYHUTET CIIOCOOCTBYET
3aMeuieHuto pacrnpoctpaHeHusi BI'Y-3 myrem Hapyiie-
HUSI TIPOHUKHOBEHUSI BUPUOHOB B TIO3IHUE 3HI0COMBbI
B Mpoliecce «OJeBaHMSA» B WH(MUIIMPOBAHHBIX KIIETKAaX.
JlaHHBIN MEeXaHM3M HaJeXXHO 3aMelJIsieT nepenady Bo3-
OynauTensl OT KJIETKM K KJIETKe M OOecreurBaeT 3alluTy
OpraHu3Ma XO3SIMHA OT MepPEeHACBILIEHUs! BUPYCHBIMU
yactuuamu  [8].  MmMMyHomedUUMTHBIE COCTOSIHUSI
(Kak BpOXIEHHOro, TaK W aJanTUBHOIO MMMYHHOTO
OTBETa) TPUBOAIT K TSKEJIOMY TEYEHMI0 WHMEKIUU,
KOTOPOE MOXET OBbITh BBI3BAHO AAXe XKMBbIM aTTEHYUPO-
BaHHBIM BaKLIMHAJbHBIM 1ITAMMOM Bupyca (vOka).

Ilpu peaktuBaimu BupycHoi perukanuu BIY-3
rnomajaaeT B KOXY aHTepOrpaJHbIM aKCOHAJIbHBIM TPaHC-
noproM (OT Teila HeHpoHa K TepMMHAllaM aKCOHa),
BBI3bIBasi CUMIITOMBI OTIOSICHIBAIOILIETO reprieca y Tpe-
pacroJjioXXeHHbIX (Yale WMMYHOIEe(UIUTHBIX) JIUIL
U PpacrpoCTpaHsIsICh IO JIepMaTOMYy, MHHEPBUPYEMOMY
YyBCTBUTEJbHBIM raHmiMeM. PeakTtuBaiius Bupyca Ipo-
HUCXOAUT B cpenHeM y 15%—30% mnonynssuuu MU vaiie
BCETO CITYCTSI IeKabl U TOJbI IMOCJIe IEPBUYHOTO UHGDU-
uupoBaHus [8]. Be3ukynesHble BbIChITIaHNSI, BbI3BAHHbBIC
KakK TepBUYHBIM MH(GUIMPOBAHUEM, TaK W peaKTHBa-
1Mel BUpyca, cojiepkaT BbICOKME KOHIIEHTpalluy BUpyca
U CJIy>KaT MCTOYHMKOM WH(MULUMPOBAHMS IJISI UyBCTBU-
TEJbHBIX JIUII.

OcobGeHHOCTH WMMYHHOI0o oTBeTa npu BETPSIHOI ocne

TsxkecTh TeyeHUS] BETPSHOW OCIMbI MOJIOKUTEIBHO
KOppeJnpyeT C BUPYCHOUW HArpy3koi M OTPULIATEIbHO
KOppeJupyeT ¢ BUpyC-cneuupUIecKUMMM OTBETaMU
T-numdoruToB. Y OGepeMeHHBbIX XEHIIMH MPOUCXOIUT

POCCUVICKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2021; 66:(3)

88

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)



Konvyosa U.B. u coagm. BetpsiHast ocria M OepeMEeHHOCTD: PUCKU I MaTepu U 1ioaa. [Tyt peuienust mpo0iembl

rnepecTpoiika MMMYHHOTO oTBeTa 1o Th-2 tumy, B CBsI3U
C YeM TIOoJNaBJSIETCS KJIETOYHOE 3BEHO HWMMYHUTETA,
B TO BpeMsl KaK I'yMOpaJIbHbIii OTBET OCTaeTCsl Ha ajie-
KBaTHOM YpOBHe [6].

Antutena IgM nosBisitorcst yepe3 1—7 nHelt mocie
HayaJla BBICBITIAHUIA, JOCTUTasl IMKa KOHIIEHTpAalUu
yepe3 11—14 gHeit, 1 ©cye3al0T KO BPEMEHU BbI3IOPOB-
JICHUSI, HO B PEIKUX CIydasiX MOTYT COXPaHSIThCS B TeUe-
HUe HecKoJbkux MecsieB. Kpome Toro, IgM k BI'U-3
MOTYT OBITh OOHAPYKEHbBI M BO BpEMSI TOBTOPHOTO UH(bU-
HMpoBaHus JUOO peakTUBalMM WHGEKIIMU, OIHAKO
OHM He BCerjaa CUHTE3UPYIOTCS MPU KJIACCUYECKUX TTPO-
SIBJICHUSIX BeTpsiHOM octmbl. IloaTtomy orcyrctBue IgM
K BI'Y-3 He o3Hayaer oTcyrcTBHEe MH(MEKIMM, BHI3BAH-
Hoit BI'Y-3 [7].

Antutena IgG nossasiorcs yepes 9—10 gHeit mocie
HayaJla BBICBHIMTAHUI, WX YPOBEHb JOCTUTAET MaKCH-
MaJIbHBIX 3HaYeHUit yepe3 60—70 mHeit, a 3aTeM CHUXKa-
ercst [6]. BHemHue OycTepbl (KOHTAKTHI C OK30TEHHBIM
BUPYCOM) WJIM BHYTPEHHSISI PEaKTUBAIUS MOTYT BECTU
K yBenmmueHuto TutposB IgG [7].

INepBuuHast UHMEKIKS CITOCOOCTBYET PAa3BUTUIO 1T~
TEJIbHOTO MMMYHUTETA, HO MPU TTOBTOPHOM KOHTaKTe
C BUPYCOM MOXET pPa3BUThCS HOBBIM MH(MEKIIMOHHBIN
MPOIIECC, KOTOPBIil OOBIYHO IIPOTEKAeT OSCCMMIITOMHO
U JWaTHOCTUPYETCS] TOJbKO Ha OCHOBAaHWM IOBBIIIE-
Hus tutpoB aHtuTen [3]. [lo HabmoaeHusim A.A. Ger-
shon u coast. (2015) [9], npu MoBTOpHOM WHOULIK-
pOBaHMM B Ccilyyae HapylleHUsl KJIETOYHON IaMsTH,
CHMXEHUHU KomyecTBa crietubuieckux T-mumdoinron
WM TIPYA BBICOKOU BUPYCHOI Harpyske BO3MOXKHbI JieT-
KHe CUMIITOMbI 3a00J1eBaHNSI.

Takum 006pa3oM, CyIIECTBYeT BO3MOXHOCTb TTOBTOP-
HOTro MH(MUUMPOBAHUS JETeil, paHee OOJIEBIIUX BETPs-
HOM ocTioil, 1 OepeMEHHBIX XXEeHIINH, UMEIOLIUX CJ1abo-
MOJIOXUTEIbHBIC TUTPBI aHTUTeN K BI'Y-3.

0Oco6eHHOCTH TeYeHUs BETPSHOIA OCnbl
y ﬁepeMeHHbIX. BeTpsiHOYHasi NTHEBMOHUSA

Oco0eHHOCTh TIEPBUYHON MHPEKIINKU Y OEpeMEHHbIX
COCTOUT B Pa3BUTUU TSIXKeNbIX (hopM MHGpEKIUN (MTHEeB-
MOHUM), HECYILIMX PUCK CMEPTU MaTepH, U BO3MOXHOCTHU
UHGUIIMPOBaHUS TII0a BO BpeMsi BUpeMuu. OrosiChi-
BaIOIINi1 TepIiec y MaTepyu He acCOLMMPOBAaH ¢ MH(PUIIM -
pOBaHMEM TJ10/1a, TaK KaK MAaTePUHCKUE aHTUTEJIa SIBJIsI-
10TCSl TPOTeKTUBHBIMU [ 10].

Ilon BeTpsSIHOUHON TTHEBMOHMEH MPUHSITO MOHUMATh
WHTEPCTULIMATBHYI0 WHOWIBTPALMIO W  Y3€JKOBOE
MopakeHue JEeroyHou TKaHW, pa3BUBIIMECS B TEUCHHE
2 Heln TOcje TIOSIBJIEHUSI BETPSIHOYHOM chinu. Jlo BHe-
IIpeHUsi B Tepanuio alMKJIOBUpa BETPSIHOYHASI TTHEB-
MOHUS ObUIa OJHUM M3 HauboJiee YaCTbIX U TSIXKENbIX
OCJIOXKHEHUI BeTpsiHOW ocribl. KimHuveckue rposisie-
HUs 00JIE3HU BapbUPYIOT OT OCTPOTO IOpaXKEHMS Jier-
KHX, BKJIIOYAIOIIETO JIMXOPAIKY, OJBIIIKY, CYXOl Kallesb,
KpOBOXapKaHbe, TpeOylolero MHTEHCHMBHOW Teparuu
U pecnupaToOpHON TMOMAEPKKU, OO0 MaJOCUMITOMHBIX

dopm. Panee cumrTanoch, YTO MMHEBMOHUS pa3BUBACTCS
Y HMMMYHOJOTMYECKM CKOMITPOMETHPOBAHHBIX Talli-
eHTOB. JlaHHOE OCJIOXHEHME HEe TOIJIEKUT 00s13aTelb-
Ho#l perucTtpauyyu B PO 1 00JIbIIMHCTBE APYTUX CTPaH,
0COOEHHO TOCJIe BBEIEHMSI BaKLUMHALMKM OT BETPSIHOM
OCITBI, TTO3TOMY MCTWUHHAsI 9acTOTa JAHHOI MaTOJOTUU
HeusBecTHa. YacToTa BETpSIHOYHOI IMTHEBMOHUM Y JAETEi
no gaHHbiM E. Kuchar m coast. [11] (2013) xone6-
sercs ot 5,61 no 30,3%. YacTtora pa3BUTHUSI THEBMOHUM
MpU BETPSIHOM OCITe BO BpeMsl GEpeMEHHOCTU COCTaB-
qstet ot 1/2000 no 1/10 000. bepemeHHOCTH paccMaTpu-
BaeTcsl KaK BeAylLIMid (pakTop, YTSIKEISIOUIM TeueHue
BETPSTHOYHOIW MHEBMOHUU. K TOMOJHUTENBbHBIM (haK-
TOpaMU PHCKA TSDKEJOTO TEUEeHUS] TMTHEBMOHUU OTHO-
CcATCS KypeHue, OOMIBbHOCTD CHINU, cpoK recramuu [10].
Tak, pasButue acconuupoBaHHoii ¢ BI'Y-3 mHeBMoHMN
B IIl Tpumectpe OGepeMEHHOCTHM CBSI3aHO C BBICOKOW
cMepTHOCTBIO. [Tpyr TTocTaHOBKE TAaHHOTO TMAarHO3a Tpe-
OyeTcsl He3aMeIJIUTeIbHOe Ha3HaueHHUE MPOTUBOBUPYC-
Hoii Tepanuu. CMepTHOCTD 10 HavaJia 3pbl Teparvu aru-
KJIOBUPOM cpeiau GepeMeHHBIX cocTaBisiia rmoutu 41%,
B HacTosiliee BpeMs oHa cHu3wiach 10 14% [10].

OcnoxHeHus ynaoga u HOBOPOXXAEHHOro

WHbuumpoBaHue T1uioga TIPOMCXOAUT Ha (oHe
00erx BOJIH BUPEMUM Yy MaTepu, HO BTOpUYHAs BUpE-
must urpaet 06biyo posib. [Ipu 3aboneBaHun BeTpsi-
Holt ocroit B epBble 20 Hem 6epeMEeHHOCTH BO3MOXKHA
BHYTPUYTPOOHas TMOeb TUIoJa WX pa3BUTUE CUHAPOMA
BPOXIEHHOM BeTpsiHOM ocmbl. [lpyn WHGUIIMPOBaHUU
3a 3 Heq 10 pOIOB Y HOBOPOXIEHHOTO MOXET pa3BUThCSI
HeoHaTaJibHasl BeTpsiHas ocrnia. MHuuIMpoBaHue 1uiona
B JIIOOOM TeCTallMOHHOM BO3pacTe BJIeYeT 32 COO0I pUCK
Pa3BUTHS OIOSCHIBAIOIIETO Teprieca B paHHEM JIETCKOM
Bo3pacrte. MccienoBaHusl ToKasaiu, 4TO BEPOSITHOCTh
nepenayr MHpeKMu B | TpuMecTpe cocTaBiisieT OKOJIO
5%, Bo II Tpumectpe — okojo 10% wu III Tpumectpe —
25% [9].

CHHAPOM BPOXKIEHHOU (KOHT€HUTATbHOM) BETPSIHOM
OCITBI BKJTIOYAET PsJl BPOXKIECHHBIX aHOMAJIWK y TUIoda
Mpyu MHGUIIMPOBAHUKM MaTepW B TIEpBbIe 2 TpUMeECTpa
oepemeHHoct (n0 20—24 Hem). Yacrota pasButus
JNAHHOMW TIATOJIOTUM TIO pPa3HBIM JaHHBIM COCTaBJISIET
0—2,63%. Ilo pe3yabraTaM MeTaaHaaM3a UCCJIEIOBAHUMA,
ony6MKoBaHHBIX Mexay 1986 u 2002 rr., yacToTa pa3Bu-
TUSI CUHIPOMAa BPOXICHHOW BETPSTHON OCITBI TOCTUTAET
0,7% (0,55% B I Tpumectpe, 1,4% Bo 11 u 0 B I11) [10].

TposiBieHUs BPOXKACHHOTO BETPSTHOYHOTO CUHIPOMA
MHOTOO0Opa3Hbl: KOXHbIE TOpaxeHusi (pyOlieBaHUE),
HU3Kasl Macca Tejla TIpY pOXIECHWH, TTOpakeHHe opraHa
3peHus (MUKpOMTATbMUSI, XOPUOPETUHUT, KaTapakTa,
HUCTarM, aHW30KOpHUsl, aTpodusi 3pUTEIHLHOTO HepBa),
MopaxkeHue TOJOBHOro Mo3ra (aTtpodusi KOpbl, aTpo-
Gug CIMHHOTO MO3ra, Tape3 KOHEYHOCTe, MUKpO-
nedanusi, cyroporu, cuHapom XopHepa, dHLehalnT)
¥ aHOMAaJIMM CKeJieTa, TakKWe KakK THUITOIIa3usl KOHeY-
HocTell. BHyTpuyTpoOHOE TopakeHHe TIIoJga CBSI3aHO
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He ¢ nepBUYHOI MHpekuueit, BeizBaHHOK BI'YU-3, a c ee
peakTUBalLMEl B CBSI3U C HECIIOCOOHOCTHIO TIoaa cop-
MMPOBaTh TOJHOLIEHHBIN KJIETOYHO-OMOCPEAOBAHHBII
MMMYHHBIM OTBeT. JlaHHasl TUIOTe3a IMOATBEPIKIACTCS
TEM, YTO MOpaXkKeHUsI KOXHM ¥ KOHEUHOCTEH Jalle HOCIT
XapakTep pacrpoCTpaHEeHUsI 0 JePMATOMY B COUYECTAaHUM
¢ sHuedanuroM. HeoHaranbHasi CMEPTHOCTh MPU CUH-
JIpOMe BPOKICHHOM BETPSTHOI OCITBI COCTaBIISIET OKOJIO
30% [10].

HeonaranbHas BeTpsiHasi ocria pa3BUBAETCS Y HOBO-
POXIEHHBIX, YbM MaTepu 3a00JieIi He TI03aHee uYeM
3a 3 Hem mo pomoB. B ciywyae mHUUIUMpoBaHUS IUIOHA
3a 2—3 Hea 10 POJ0B HOBOPOXIEHHBIE OOJICIOT HAMHOTO
Jlerye B pe3yJsibTaTe TpaHCIUTalleHTapHOM mepeaadn Ccrie-
mndpnueckux IgG marepu pebenky. Y 17-30% cepo-
HEraTUBHBIX JIeTe OT MaTepeid, 3a00JIeBIINX 3a HEAeIIo
JI0 WM B TeUEHUE HEIENIM TTOC/Ie POIOB, oIrcaHa (Pyib-
MMHATHas AUCCEMUHUPOBaHHAsT MHMEKIUS C BBHICOKOM
JnetanbHOCThIO (M0 20—30%), HecMOTpss Ha CBOeBpe-
MEHHO Ha3HAaYe€HHYIO IIPOTUBOBUPYCHYIO Tepanuio [12].

MNuKybanoHHEIN ITeproa HeoOHAaTaIbHON MHMEKLINT
coctaBisieT B cpeaHeM 10—12 nHeil (MuHUMYM 4 1Hs)
OT Hayvasa 3abosieBaHust bepemenHoi [10, 13]. [Tomumo
TpaHCIUIALIEHTAPHOTO, CYIIECTBYIOT eIlle JBa MeXa-
HU3Ma MHMULIMPOBAHUS HOBOPOXICHHOTO: BOCXOISIIAST
MHOEKIMS BO BpeMs POIOB U MH(PULIMPOBAHUE pecIiipa-
TOPHBIM ITyTEM TOCTIE POXKACHUS (KOHTAKT IO BETPSTHOM
ocrie). HeoHatanbHasi BeTpsiHas ocria MOXET ITPOSIB-
JIAThCS KJIACCUYECKUM TTOpaskeHMEeM KOXKHBIX ITIOKPOBOB,
SI3BEHHO-HEKPOTUYECKMMU U TeMOPParndecKMMU KOXK-
HBIMM TIPOSIBJICHUSIMU, a TakKXe JAUCCEMUHUPOBAHHOM
nHpekuurein (MHEeBMOHMUSI, TENaTUT, SHUEMaTUT, Koary-
JIonaTus).

OnoscbiBalOLWMiA repnec B paHHeM AeTCTBe

Berpsinast ocnia y maTepu, BO3HUMKIIasl mocyie 24 Hen
OepeMEHHOCTH, MOXKET MPWBOIUTH K OECCUMITTOMHOM
CEPOKOHBEPCUH Yy TIJI0JIa U POXKICHUIO KIIMHUYECKU 3710~
POBOTO HOBOPOXIEHHOTO; OIHAKO y 3TUX JeTeil BO3-
MOXEH OIOSICHIBAIOIIMIA TepIiec B MEPBbIe TOABI KU3HU
MU3-3a peakTUBAllMKM BuUpyca. PaHHssT MaHudecTauus
OIIOSICHIBAIOIIETO Teprieca CBsI3aHa KaK C HE3PEeJIOCThIO
KJIETOYHOTO UMMYHHUTETA, TaK M ¢ HU3KUM YPOBHEM MPO-
TUBOBETPSTHOUHBIX aHTUTeN. TeyeHWe OIOsSChIBAIOIIETO
reprieca B 3TOM CJy4yae KakK MpaBUJIO HEOCIOXHEHHOE,
HO TpebOyeT nuddepeHIMaaIbHON TUAarHOCTUKU C JpY-
TMMU BHYTPUYTPOOHBIMU MHGbEKIUIMU. PUCK pa3BUTUS
OIIOSICHIBAIOIIETO Treprieca B BO3pacTe N0 3 JIET XU3HU
TakKe cyuecTByeT y 15% nereit ¢ CMHAPOMOM BPOXKIEH-
HOIi BeTpsiHOI ocmbl [13].

AunarHocTuka

Hamuyye TUNWYHBIX KIMHUYECKUX TIPOSBICHUI
BETPSIHOM OCIbl, OINOSCHIBAIOLIETO Tepreca B 00Jb-
IIMHCTBE CJy4aeB I103BOJISIET YCTAHOBUTH JIMArHo3
Ha OCHOBAaHWMU KIMHUKO-3MUAEMUOIOTUUCCKUX, KIIU-
HUKO-aHAMHECTUYECKMX MaHHBIX COOTBETCTBEHHO [I].

B NMOMOLLIb TPAKTUYECKOMY BPAYY

JlaGopaTopHble MeTOIbl HCCIIEIOBaHUSI MCIOJb3YIOTCS
JIUIST TUaTHOCTUKYW aTUITUYHBIX U CTEPTHIX (DOPM BETpsI-
HOI OCIIbI, TIpoBeneHMus IuddepeHINaTbHON TUarHo-
CTUKM C JPYrMMU 3a00JIeBaHUSIMU, COIPOBOXIAIOIIM-
MUCSI BE3UKYJIE3HOM ChITIbIO, a TAaKXKe JIJIsi 00CIeI0BaHMS
OGepeMEeHHBIX XXEHIIIMH, UMEBIINX KOHTAKT ¢ OOJbHBIMU
BETPSTHOM OCTION U OMOSICHIBAIOIINM TEPIIECOM, C LEJIbIO
OTpe/ie/IeHUs] pUcKa pa3BUTUS Y TLJI0/Ia CMHIpOMa BPO-
KIEHHOI BeTpsiHOI octibl [14]. B psime cirygaeB TpeOy-
ercsl 1abopaTopHOE MOATBEPXKICHNE AUarHo3a OIOsIChI-
Batoliero repreca [ 14].

B HacTosiiee BpeMsi METOJI TTOJIMMEpPa3HOUl 1EMHOMN
peakuuu (ITLP), HanpaBieHHbiit Ha oOHapyxkeHue [JJTHK
BI'Y-3 B pa3nmyHbIX TUIIAX OMOJIOTUYECKOTO MaTepuania,
MpPU3HAH METOJOM BbIOOpA WJIM «30JI0THIM CTaHAAPTOM»
B AuarHoctuke BeTpsiHoUM ocmbl [3]. TTLP oGmamaer
BBICOKMMHU TI0Ka3aTeJsIMU JTUArHOCTUYECKOM YyBCTBU-
TEJIbHOCTU U CIEeU(PUUHOCTU IO CPAaBHEHUIO C [py-
TUMU TIPSIMBIMU METOIaMM JTAOOPATOPHOI TUATHOCTUKH,
HCTIOJIb3YeMbIMU paHee, TAKUMM KaK BUPYCOJIOTMUECKUIA
(Boimenenue BI'Y-3 B kynbrype kietok) u PUD” (ompe-
JleJleHue aHTureHa Bo3OyauTens). buojgornyeckum
MaTepuajioM IS MCCIEIOBaHUS CIyXaT OTHeNIsIeMoe
BE3UKYJI, Ma3Ki M3 POTOLJIOTKHM, KPOBb, CITMHHOMO3TO-
Basi XKUIKOCTb, aMHUOTHYECKAsT XUIKOCTh. [To MHEHUIO
psima aBTOpOB, Haubojiee TPEIITOYTUTETbHBIM TUIIOM
OMOJIOTMYECKOT0 MaTepuaia JUisi UCCIIeI0BaHUSI METO-
nom I1LP sgBnstercst oTmensieMoe 04aroB IMOpakKeHUS
koxu [15, 16]. Coop npob ocylIecCTBISIETCS IyTEM B3sI-
TSI Ma3Ka ¢ 0a3aJIbHOTO CJIOSI TIOPAXXKEHUS UM KOPOYEeK
(CTpYIIbEB) € OYATOB TIOPAXKEHUST KOXH.

JInsT TIOATBEpKIECHUST AMArHo3a MOTYT WCITOIb30-
BaThCsl UMMYHOXUMUYECKUE METOIBI (HAIIPUMEpP, UMMY-
HO(EPMEHTHBI aHaJIN3), HalpaBJieHHbIC Ha BbISIBJICHHUE
cneuurdpuyeckux aHturena kiaaccos IgM, IgG k aHTure-
HaMm BI'Y-3 B ceiBOpoTKe mim 1ia3me KpoBu. Onpenerne-
HUe BUpycocneuuduIecknx aHTuTen kiacca IgM Oyner
CBUIIETEILCTBOBATh O HeJaBHEW aKTWBHOW WHGEKIINN:
MEepBUYHOM, penHpeKuun, peakTuBauun. CepoKoH-
Bepcust (Tepexoj OTPUIIATEIbHOTO pe3yjibrata B I10JI0-
JKATETbHBIN), YeThIpeXKpaTHOe WM 0oJjiee TMOBBIIIEHUE
KOHILIEHTpAlIMM BUPYCOCTIEIM(PUISCKUX aHTUTENT Kiiacca
IgG npu uccienoBaHWM MAapHBIX 00PA3IOB CHIBOPOTKU
WY TUIa3Mbl KPOBU, B3SITBIX HAa CTaIUM BBIPAKEHHOTO
TeyeHUs 3a00JieBaHUSI W BBI3JIOPOBJICHUS, CBHUICTEIb-
CTBYeT O HemaBHell mHGekuuu. B mocnenHee BpeMs
B KJIMHUYECKOW MPAKTUKE CTAJIO JIOCTYITHO OIpee/ieHre
aBUIHOCTU crnienuduyeckux aHtutea IgG K aHTUTeHaM
BI'U-3. OnpeneneHue gaHHOTO MoKa3aTessi MO3BOJSIET
OLIEHUTh CPOKM MHMUIIMPOBAHUS, YCTAHOBUTDH TMEPUOJ
pa3BUTUSI MHGMEKIMOHHOTO Mpoliecca, MPOBECTH aud-
depeHIMpOBaHNE OCTPOl MHGPEKIUM OT WHQEKIINH,
MepeHeCeHHON B TIPOILJIOM M TIEPBUYHON WHMEKINU
ot peaktuBanuu [17]. OmpeneneHue aHTUTEN K aHTH-
reHaM BI'Y-3 HeoOxommMo TakKe B ciIydae, €CJIM MMEJICS

*

PU® — peakiiyss UMMYHO(IIIOOPECLIEHIINH.
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Konvyosa U.B. u coagm. BetpsiHast ocria M OepeMEeHHOCTD: PUCKU I MaTepu U 1ioaa. [Tyt peuienust mpo0iembl

KOHTAaKT ¢ OOJIbHBIM M UMMYHOJIOTMYECKUIi cTaTyc Oepe-
MEHHOU HEU3BECTEH.

IIpu momo3peHUu Ha BHYTPUYTPOOHOE WHOULIMPO-
BaHME TUIOAA BO3MOXHO MCCIIeTOBaHNE aMHUOTUYECKOM
KUAKOCTU, HarpaBieHHoe Ha BoisiBiaeHue JIHK Bo3-
oyoutenss meromoMm IILIP. Ilpouemypa amHmMolieHTe3a
nmoctynHa Ha 16—23-i Hegenu recraiuu. OOHapyKeHue
JAHK B030ymuTesnss cBUASTEILCTBYET O TPaHCILIALlEHTap-
HOI1 mepenaye BUpyca OT MaTepu ILJIOY.

Y HOBOpOXIEHHBIX MPU TOAO3PEHUN Ha CUHAPOM
BPOXIEHHOI BETPSHOI OCIBI, HEOHATAJIbHYIO BETPSHYIO
OCITy B psijie cIyyaeB pelliaroliee 3HaueHne MMeeT orpe-
nenenue JIHK Bupyca B pasinyHbIX OMOJIOTHYECKUX
obpasuax mMerogoM I1LP. MccrmenoBanue BbIIOTHSIETCS
110 11-To mHS X13HU pebeHKa BKIIOUUTEILHO [1].

JleueHue BETPSHOW OCIbl y 6ep6MeHHbIX JXKeHLWWH

Ilpu nerkmx ¢dopmax 3a00eBaHUSI TPOBOISATCS
CUMIITOMaTUYeCKasl Tepanusi WU TUTMEHWYECKHUE Mepo-
npusTusi. B HacTosiiiee Bpemst B PD cyiiecTBYIOT K-
HUYecKrue pekoMeHaanuu HauuoHaabHOro HayyHOro
obuiectea uHbekuroHucto (2014r) mno BeaeHUIo
BETPSIHOM OCIIBI Y B3pocCibiX [ 14]. OgHaKo OHU He BITOJTHE
00BEKTUBHO OTpaXkaroT 0COOCHHOCTHU JIeYeHUST OepeMeH-
HOM >KEHIIMHBI Ha Pa3IMYHBIX CPOKaX OEPEeMEHHOCTH.
JlaHHbIe KJIMHMYECKUE PEKOMEHIAIMK JeJIaloT aKLEeHT
Ha UCMOJIb30BaHMM WHTepdepoHa-aibda B KayecTBe
MaTOreHeTUUeCKO Tepanmuu BeTpsiHOW ocribl. [Ipume-
HEHMeE Tpenapara pa3pelieHo y 0epeMeHHbIX ¢ 14-i1 Hen
OepeMEHHOCTH.

Hcnonb3oBaHue anukiaoBupa (M €ro MpeaiiecTBeH-
HUKa BaJlallMKJIOBUpPa) BO BpeMsi 06peMEHHOCTH IIIMPOKO
obcyxpaaercs B sgureparype. CylecTByeT oOLIMiIA KOH-
CEHCYC 0 BO3MOXHOCTHU €T0 NMPUMEHEHUS B CiIydae, eciu
JKM3Hb MaTepy HaXOAMUTCS B OMACHOCTU M €CTh HEOOXO-
JIIMMOCTb JIEYEHMST OCJIOKHEHUI, BOSHUKAIOIINUX Ha TO3/1-
HUX CpoKax OEpeMEHHOCTH, B TOM YKCJie THEBMOHUH [3].

IIpumenenue anukioBupa go 20-i1 Hemenu Oepe-
MEHHOCTM OTBEpraercsi OOJbIIMHCTBOM aBTOPOB, XOTSI
laHHble 00 ucxome OepeMEeHHOCTH Yy KEHIIWH, Tpu-
HUMAaBIIKX allMKJIOBUP CHUCTeMHOro naeiicteusi B I Tpu-
MecTpe OepeMEeHHOCTH, He TTOKa3aJIM YBeJIMUYEHUS Ynciia
BPOXIEHHbBIX MTOPOKOB Y AETEil MO CPAaBHEHUIO C OOILLEl
nonynsitiuei. PsijioM aBTOPUTETHBIX COOOIIECTB PEKO-
MEHJOBAaHO Ha3HAaueHWE alMKIOBUpPa B CTaHIAPTHOM
nosupoBke 800 Mr 5 pa3 B cyTKM B TeueHue 24 4 rocie
MOSIBJIEHUsI CBIMU TIpU CpPOKe OepeMeHHOCTH OoJiee
20 Hen. Ilpm 3TOM pPUCKM U TPEUMYIIECTBA MCITOJIb30-
BaHMS allMKJIOBUPA JOKHBI ObITh OOCYXIIEHBI C Malu-
eHtkoit [13]. Ipu jneyeHUM BETPSIHOUHOW MHEBMOHUU
y OepeMeHHBIX allMKJIOBUP MPUMEHSIETCS BHYTPUBEHHO
B no3upoBke 10—15 mr/kr 3 pa3a B CyTKU, CPEIHSIS 1IN~
TEJbHOCTh Teparuu 7 THEH.

ALIMKJIOBUP CIOCOOEH TMPOHMKATh Yepe3 TLIALeHTY,
KOHIIEHTpALIMsI €ro B aMHUOTUYECKOW KUIKOCTHU BBIIIIE,
yeM B IU1a3Me KpoBU. B mocneaHee BpeMsi BeAeTCs AUC-
KyCCHSI O BO3MOXHOCTHU JIEKAPCTBEHHON MPODUIAKTUKHI

TpaHCIIAllEeHTapHOW Mepenadyd BUpyca BO BpeMsl BTO-
puyHOil BUpemuun y OepemeHHoil [13]. PerpocmnekTuB-
HOe wuccienoBaHue, BKJouaBiiee 1778 OepeMeHHbIX
JKEHIIMHBI, TIOJy4YaBIIMX AlMKIOBUP M BaJallMKJIOBUP
B | TpumecTpe OGepeMeHHOCTH, MoKa3ajao, 4yTo oba mpe-
napara o0J1afaloT XOPOIIUMHU MPOPUIIMU 0€30ITaCHOCTH
¥ He CBSI3aHbI ¢ BPOXKACHHBIMY ITOpOKaMu pa3Butus [18].
AHTHOaKTepuasibHasl Teparus Ha3HayaeTcsl B ciydae
JIedeHUs1 OaKTepuaabHOU CynepuHMEKIUU MpPU BETPSI-
HOYHOI THEBMOHUU U CTPETTOACPMUU.

MpodunakTuka BeTpsAHOI ocnbl y 6epeMeHHbIX
YKEHLUMH

Y XeHUIWH, TUIAHUPYIOIIMX OepeMEHHOCTh, PEKO-
MEHIyeTCsl TIPOBEIeHUE TIperpaBUIaApHOTO CKPUHMH-
rosoro obcnenoBanus misa onpenenenus IgG x BI'Y-3
¢ Tocsenyrouiel BaKIIMHALUME! CEepOHEraTUBHBIX JIMII.
ITpu moctaHOBKe GepeMEHHOI Ha y4eT B XKEHCKOM KOH-
CyJIBTallUM PEKOMEHAYeTCsl TOAPOOHBI cOOp aHaMHe3a
u onpeneneHue IgG k BI'Y-3, ocobeHHO y UMMUTPaHTOB
U3 CTpaH ¢ 6oJiee MITKUM KJiMMaToM. BakuuHaius cepo-
HEeraTMBHBIX MallMEHTOK IOC/Ie POAOB CUMTAETCS 1LIEJIECO-
00pa3Hol ¢ 3MUACMHUOJIOTUIECKON M ¢ 9KOHOMUYECKOM
Touek 3peHus. KopMieHue Tpyablo mocjie BaKIIMHALIMKT
oe3omacHo [13].

CepoHeraTuBHON  OepeMEHHON  XKEHIIUHE Clie-
JIyeT n30eraTb KOHTAKTOB C JIMIAMU, TEPeHOCAIINMU
BETPSIHYIO OCITy JIMOO BaKUWHUPOBAHHBIMU B TEUEHME
MOCJIeTHUX TpexX Heaeab. Habmonenue B Teuenue 21 qgHs
(a B cIydae mpUMeHEHMS CITelu(PUIecKoro MMMYHOTJIO-
OynuHa — 28 nHel) HEOOXOAMMO YCTaHOBUTH 3a Oepe-
MEHHBIMU, KOHTAaKTHPOBAaBIIMMMU C OOJLHBIMU BETPSI-
Holi ocrioii. CepoHeraTUBHbBIE TTAIIMEHTKH JOJKHBI OBITh
MPOMHGOPMUPOBAHBI O BO3MOXKHBIX pUCKAX WHGUIII-
pOBaHUS M HEOOXOAMMOCTHM OOpaIlleHUsT K Bpady B CIIy-
yae KOHTaKTa ¢ OOJIbHBIM BeTpsiHOI ocrioil. CoriacHo
CaHUTAapHO-3MUIEMHUOJIOTMYECKUM TMpaBujiaM B Cilyyae
JMUarHOCTUPOBAHUST BETPSIHOUM OCITbI OepeMeHHBIe KeH-
IIWHBI, HAXOMASIINECS B POAMJIBHOM OTAEJICHWM, He3a-
MEUTMTEILHO JOJDKHBI OBbITh M30JIMPOBAHbI B OOKCHPO-
BaHHOE OTAeeHne NMHPEKIIMOHHOTO ITpodus [1].

HaGniopeHue 3a XXeHWMHamMum, nepeHecLuimmum
BETPAHYIO OCcny BO BpeMa 6epeme|-||-|ocm

Koponesckass  kosjierusi  akylepoB-TMHEKOJIOTOB
(BenukoOpuTaHusi) peKOMEHIyeT IpoBeaeHue Oepe-
MEHHBIM 3KCIIEPTHOTO YJBTPa3BYKOBOTO MCCJIeI0Ba-
Hust (Y3U) Ha cpoke 16—20 Hem wim yepe3 S5 Heq mociie
nepeHeceHHoit nHbexkumu [13]. B Poccuiickoit dene-
paluu TIpy CEPOJIOTMYECKOM TOATBEPKICHUN BETPSIHOMN
ocrnbl (BBISIBJIGHME BUpyca B OMOJIOTMYECKUX KUIKO-
CTsIX, BbIsiBJIeHUe crienududeckux IgM unm poct tutpa
antuten IgG B 4 paza u OoJiee B MapHbBIX ChIBOPOTKAX)
JiedallMMy BpayaMM COBMECTHO C aKylllepaMu-TMHEKO-
JloraMyd WHIMBUIYaJbHO pPEIIAETCs BOMPOC O MpPepbl-
BaHMM WJIM COXpaHEHUM HAaHHOW OepemMeHHOCTH [14].
HekoTopble poccuiickue peruoHajbHbIE COOOIIeCTBa
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PEKOMEHIYIOT OepeMEeHHBIM, IePEeHECIINM BETPSHYIO
OCITy Ha paHHUX CPOKax, JOIOJHUTEIbHOE TTPOBEICHNE
V3U nHa 22—23-i1 Henene 6epeMEeHHOCTHU 151 BbISIBJIEHUS
TMOPOKOB pa3BuTHs ruiona [12].

BakuuHauusa

B Hacrosiiiee Bpemst Uil MPOMUIAKTUKN BETPSTHOM
OCIbI MPUMEHSIETCS XKMBasl aTTeHYMPOBaHHAs BaKIMHA
(mramm vOka), 3hdeKTUBHOCTb KOTOPOI BBICOKA: YpO-
BeHb CEPOKOHBEPCUM Yy 370POBbIX MAETEi COCTaBIsIEeT
87—100% mnocae neppoii 10361 1 97—100% nociie AByX 103
BaKIIMHBI. YPOBEHb CEPOKOHBEPCUHN Y B3POCIBIX COCTAB-
et 78% mocne mnepBoii A03bl U 94—99% mocie BTO-
poii [3]. BeipaboTka aHTUTEN MPOUCXOAUT Yepe3 3—5 He,
KJIETOYHO-OIMOCPENOBAHHBIM OTBET Ha BaKIIMHAJIbHBIN
mTaMM TosiBisieTcst uepe3 4 aHs1 y 50% BaKIMHMPOBAH-
HBIX CyObeKTOB. [TocTBaKIIMHAIBHBI UMMYHHUTET COXpa-
Hstercsa no 20 JeT, obecrieunBasi CToliKyio 3amuty [10].
Puck pasBUTHS OTOSICHIBAIOIIETO Teprieca Y BaKIIMHUPO-
BaHHBIX JIMI[ TaKXKe CHIKaeTcs. PeKoMeHIOBaHO TMpu-
MEHSTh XHUBYIO aTTEHYHPOBAHHYIO BaKIIMHY He TO3IHEe
3 Mec 10 HACTYIUIEHMSI TIpe/iroaraeMoii 6epeMeHHOCTH.

CorlacHO CaHMTapHO-3MUAEMUOJIOIMYECKUM TIpa-
BWJIaM C LIEJIbI0 TTPOGUIAKTUKI BaKIIMHOYIPABISIEMBbIX
MHOEKLUH peKOMEHIOBAHO MCKIIIOYUTh KOHTAKT Oepe-
MEHHBIX XEeHIIUH C JULAMH, BAKIIMHUPOBAHHBIMU MPO-
THUB BETPSTHOM OCITBI, B TEUEHME MEePBHIX 3 HEMl ¢ MOMEHTA
MOJTyYeHUs IPUBUBKY [1].

Cneuuduryeckuit UMMyHOrnoGynuH npotus Br4-3

Psin MenuiimHCKMX COOOIIEeCTB TpeuiaraeT B KauecTBe
MPOMWIAKTUKY U 00JIeTYCHUS TeYeHUs BETPSHON OCIIbI
y 6epeMeHHBIX TTPUMEHEHHUE CIeUOUIECKOr0 MMMYHO-
rooynuna mipotuB BI'U-3 [13]. B Hacrosiiiee Bpemsi
B MHUpE 3aperuCTPUPOBAHO HECKOJIBKO JAaHHBIX Ipera-
patoB: Bapusur (CIIA), 3octeBup (YkpanHa) Bapuilei-
JIoH, BapuTekT (Iepmanust). BBenenue cneunduyeckoro
MMMYHOTJIOOYJIMHA PEKOMEHIOBAHO B TeueHUe 72—96 4
(1o HeKOoTOpbIM pekoMeHmauusM 1o 10 gHeit) mocie
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B NMOMOLLIb TPAKTUYECKOMY BPAYY

IIpuHIMIBI MAPIIPYTH3AUUKA OOJIBHBIX ¢ HACJIEICTBEHHBIM AHTHOOTEKOM
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Routing principles for patients with hereditary angioedema
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B HacTosiimee BpeMsi MHOTO€ JIeJIaeTcsl IJIsl ONTUMHU3AIMU NOMOIIY MAIMEHTAM ¢ HACJIeICTBEHHBIM AHTHOOTEKOM, OJTHAKO BO MHOTHX
PErHoHAX COXPAHAIOTCS TPYAHOCTH C OPraHU3alMeil OKA3aHUSA TAKOi MOMOIM. DNUAEMHOJIOTHYECKHE JAHHbIE CBUIETEIbCTBYIOT
0 HHU3KOM YPOBHE JMATHOCTHKH HACJIEJCTBEHHOrO aHrHOOTeKa. B psine pernoHoB pa3paGoTaHbl CXeMbl MAPMIPYTH3AUMH 0OJBHBIX
C JIAHHOW HO30JI0THEd. DTH CXeMbl NMPEICTABIAIOT CO0O0H AJIMUHHCTPATHBHO 3aKPEILUICHHbIN MOPSIOK CJIEI0BAHHS NANMEHTOB
¢ JeTaJbHBIM Pa3bsiCHEHHEM BCeX NepeMelieHuii, CBA3aHHBIX C OKa3aHHeM MeIMIMHCKOM nmoMomm. Takum odpasom, MapipyTu-
3a1Ms B OTHOIIEHWN KOHKPETHOrO 00JIbHOTO — 3TO MPOLECC OMNpe/ieieHHs] ONTUMAJIBHOTO MYTH €ro CJIeI0BAHNUS C HEJIbI0 OTyYeHus
KaYeCTBEHHOI MeIUIMHCKO MOMOIM NPH MUHAMAJIbHBIX BPeMeHHb:X M (pUHAHCOBBIX 3aTpaTax. CTaThs MOCBAIIEHA OPraHU3ALMH
MapIIPYTU3ALMM NALUEHTOB C HACIEICTBEHHIM AHTHOOTEKOM.

Karouesvie caosa: demu, HacredcmeenHblil aneuoomex, oppanHoe 3a0601e6anue, Mapupymusayus, 1eKapcmeeHHoe odecneuerue, pecucmp.

Ansa umtuposanus: Mamvnypa A.H., Butkosckasi U.11., @omura [.C. MpuHumnis MapLupytusaumm 60/1bHbIX ¢ HACE€ACTBEHHLIM aHMMOOTEKOM.
Poc BecTH nepuHaron n neguatrp 2021; 66:(3): 94-101. DOI: 10.21508/1027-4065-2021-66-3-94—-101

Currently, there is a lot of effort that is been done to optimize healthcare management for patients with hereditary angioedema, but
there are still difficulties in the regions. Epidemiological data on hereditary angioedema indicate a low level of diagnosis. In several
regions, patient pathway have been developed with a detailed description of the different steps on the patient healthcare journey.
The patient pathway is a key component of high-quality medical care with optimal timeliness and financial costs. The article is devoted
to the organization of hereditary angioedema patients’ pathway.

Key words: children, hereditary angioedema, orphan disease, routing, drug supply, register.

For citation: Pampura A.N., Vitkovskaya I.P., Fomina D.S. Routing principles for patients with hereditary angioedema. Ros Vestn Perinatol i Pe-
diatr 2021, 66:(3): 94-101 (in Russ). DOI: 10.21508/1027-4065-2021-66-3-94-101

HacneL[CTBeHHbIVI aHTMOOTeK — penkoe (opdaHHOE)
TTOTEHITMAJIBHO YTpoXarollee XU3HU 3a00JIeBaHUE,
KOTOPOE XapaKTepu3yeTcsl PeLUANBUPYIOIINMH OTeKaMU
KOXM, CJIU3UCTBIX/TIOACIU3UCTBIX 000JIOUeK M TEeHETH-
YecKM AeTepMUHUpoBaHO. KiTloueByl0 pojib B pa3BUTHM
AHTMOOTEKOB TpU 3TOM 3a00JIeBAaHMM WIpaeT Meava-
Top OpaguKuHUH. [TO3TOMY aHTMOOTEKM y TAlMEHTOB
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C HaCJICNCTBEHHBIM aHTMOOTEKOM HE€ UYBCTBUTEJIbHbI
K CTaHJAApTHOW Tepanuu (CUCTEMHbIE TJIIOKOKOPTHUKO-
CTEpOM/Ibl, aHTUTUCTAMMHHbBIC Tpernaparhl, aapeHalInH),
MPUMEHSIEMO 17151 JieueHUs1 OOJIbHBIX C aHTMOOTeKaMMu,
BbI3BAHHBIMU MeIMATOpaMU TYYHBIX KJIETOK, U TPeOylOT
NIPyroit, maToreHeTU4YeCK 000CHOBaHHON Teparmu [1, 2].
HacnencTBeHHbI aHTMOOTEK XapaKTepU3YeTCsl ayTOCOM-
HO-JIOMMHAHTHBIM TUIIOM HacjenoBaHusl. B GoJjblIMH-
CTBe cJiy4yaeB 3a00JieBaHKEe 00YCIOBIEHO KOJIMYECTBEHHOM
wi GYHKUIMOHAJIBHON HeaocTaTOUYHOCThI0 Cl-MHTHou-
topa (Myrauuu B reHe SERPING1). Kpome Toro, B Teue-
HUE TOCTAEIHUX JIET BBISIBICHBI MYyTallMW psiia JpYyTux
T€HOB, KOTOpbIe TPUBOMAT K Pa3BUTHIO HACJEICTBEH-
HOTO aHTMoOTeKa. DTU JaHHbIE HAXOISAT CBOE OTpaXkKeHUe
B COBpeMEHHO# Kiaccudukanuu 6oie3nu |1, 3] (puc. 1).

PacnipoctpaHeHHOCTb ~ HACJIEACTBEHHOIO  aHTMO-
OTeKa He 3aBUCUT HU OT T€HIEPHOW MPUHALIEKHOCTH,
HU oT pachl U coctasisier 1:50 000—1:100 000 Hacene-
Hus [4], 4TO TO3BOJISIET OTHECTM HaHHOE 3abosieBaHUE
K peakum (opdaHHbIM). COOTBETCTBEHHO MOMOIIb 00JIb-
HBbIM JJaHHOM KaTeropyMu CBsI3aHa HE TOJIbKO C KIMHUYE-
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CKMMMU acTieKTaMU, HO M C OIpe/ieJIeHHbIM HOPMAaTHBHO-
MpaBOBBIM peryiupoBaHueM. BrepBeie B Poccuiickoii
denepanuy TepMUH «opdaHHbIe 3a00J1eBaHST» TTOSIBUJICS
B 2012 1. B 44 crarbe DenepanbHoro 3akoHa [5]. JaHHas
cTaThsl perjlaMeHTUpPYeT KPUTEepUil penkoro 3abosena-
Hus (pacnpoctpaHeHHOCTH 1:10 000). Crnenyer OTMETUTD,
YTO B OTJIMYME OT JIPYrux crpaH mupa B Poccum cyiue-
CTBYeT TepedyeHb peakux (opdaHHBIX) 3abojeBaHuUii [6],
a TakXe HECKOJIbKO TepeuyHeill — pPerucTpoB, KOTOpPbIC
OTpENEeIsIOT  BO3MOXHOCTh  TOJIYYEHMSI  MAllMEHTOM
rnaroreHeTnueckoit tepanuu [7, 8]. M3 nepeuns penkux
(opdaHHBIX) 32005IeBaHNT C(POPMUPOBAHBI:

— IepevYeHb BEICOKO3aTPaTHBIX HO30JI0T1i [§];

—TIepeyeHb YrpPOXamIIMX XW3HU M XPOHUUYECKUX
MPOrpeccupyrommx peakux (opdaHHbIX) 3a00JeBaHUM,
MPUBOASIIMX K COKpAIIEHUIO TPOJOKUTEIbHOCTH
>KM3HU WA MHBAJUIHOCTHU rpaxkaaH [7].

HacnencrBeHHBIT aHTMOOTEK BXOIWUT B TEpeuyeHb
YIPOXAIOIIUX KMU3HU U XPOHUYECKUX ITPOTPECCUPYIO-
mux penkux (opdaHHbIX) 3a00jieBaHUI, TPUBOISIIIAX
K COKpalIEHUIO MPOJOJLKUTEIbHOCTU XW3HU TpaKiaaH
WIM UMX UWHBadumgHocTU. [lepeyeHb ObUT yTBEpPXICH
ITocraHoBieHWeM TpaBuTeabcTBA Poccuiickoit denepa-
uuu B 2012 1., u coumepxan 24 Ho3osornyeckrue HopmMbl

[9, 10]. B ykazaHHOM HOpPMaTMBHOM JOKYMEHTE YTBep-
XIeHBI TTpaBuiia BeaeHust OenepasbHOTO perucTpa Jiuil,
CTpajalOINX YIPOXKAIOIINMU KU3HA U XPOHUYECKUMU
MPOTrPECCUPYIOIINMHU peAKUMU (opdaHHBIMK) 3a00JIeBa-
HUSIMU, TIPUBOISIIMMHU K COKPAIIEHUIO TTPOAOKUTEIb-
HOCTH XXW3HU W MHBAJIMIHOCTH rpaxkaaH (manee Dene-
PaJIbHBIM PETUCTP YrPOXKAIOIIMX XKU3HU 3a00JieBaHUIA),
U €T0 PeTMOHAIBHOTO CETMEHTA.

DenepanbHBIl PETUCTP YTPOXKAIOMIMX KU3HU 3a00-
JIEBaHWI TIPENCTaBIIsIeT Co0oil  (emepanbHylo MHDOp-
MalOHHYIO CUCTEMY, BKIIIOYAIOIIYI0 pPErMOHAJIbHEIC
cerMeHThl. BHeceHUe CBeIeHMiI O TalUeHTaX B Pervo-
HaJbHBIN cerMeHT DeepaIbHOrO pervcTpa yrposkarommx
JKU3HU 3a00JIeBAaHUI B KaXKIOM PETHMOHE OCYIIECTBIISIET
YIOJTHOMOYEHHBI OpraHaMM WCIIOJTHUTEIBHON BJIacTH
cyobekta Poccuiickoit ®Denmepatiiyd.  YIOJTHOMOYEHHBIIM
OopraH MCMOJHUTENIbHON BiIacTM cyObekTa Poccuiickoii
Denepatiii — MUHKUCTEPCTBO 3IPAaBOOXPAHEHUS perMoHa
i JlenaptaMeHT 3ApaBoOXpaHeHUST peTMOHA UMEET IMPaBo
BECTH PETHCTP CaMOCTOSITEJTbHO WM TepeaaTh MpaBo BHE-
CEHUS CBEICHMIA TIOABEAOMCTBEHHOM OpraHU3aLvHy.

DenepadbHBIN PETUCTDP YTPOXKAIOIINX XKU3HU 3a00J1e-
BaHWIi CO3MIaH C LIeIbI0 00eCIIeYeHUs MallMeHTOB JIeKap-
CTBEHHBIMU TIperapaTaMyd M CIeHUaTU3MPOBAaHHBIMU

HAO

HAO pedpunumtom C1-UIHI

HAO | Tina o0yCcnoBAEH CHUXEHUEM
KOJIN4eCTBa 1 GYHKLMOHAbHOM
akTnBHocTu C1-UHI B nna3me (85%
Bcex cnyyaeB HAO)

HAO Il Tuna o6ycnoBneH CHUXEHMEM
dYHKUMOHanbHoM aktueHocTn C1-UHI
COXpaHsieTcs B npeaenax HopMbl v
noBbilweH (15% Bcex cnyvyaeB HAO)

Puc. 1. Knaccudukamus HacieactseHnoro anruooreka (HAQO).

Fig. 1. Classification of Hereditary Angioedema.

HAO 6e3 pedpuupytom C1-UIHI

HAO c myTtauuen B reHe Xll dakrtopa
cBépTbiBaHMS kposu (HAO-FXII)

HAO c myTauuer B reHe
nnasdmmHoreHa (HAO-PLG)

HAO c myTaumen B reHe
aHrnonoatuHa | (HAO-ANGPTI)

HAO ¢ myTauuen B reHe
knHuHoreHa | (HAO-KNGI)

HAO c myTaumen B reHe muodepsmHa
(HAO-MYOF)

HAQ c Hen3BeCTHOWN MyTaumen
(UNK-HAO)
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npoaykTamMu JiedeoHoro mnutaHust [11]. OGecneuyeHue
MallMeHTOB, BKIIOYeHHbIX B DenepaibHbIil pPETUCTp
YIPOXKAIOIINUX XU3HU 3a00eBaHuil (B TOM uyuciie 00Jb-
HBIX HACJIEICTBEHHBIM aHTMOOTEKOM), OCYILIECTBIISETCS
3a CUET CPEICTB PETMOHAJBHOTO OIOIKETa U OTHOCUTCS
K TIOJIHOMOYMSIM OpPTaHOB TOCYJIapCTBEHHON BIIACTU
cyobekToB Poccuiickoit Denepaiinm.

Hecmotpst Ha TO 4YTO ISt TIEpeUHSI YTPOKAIOLINMX
KU3HU W XPOHUYECKUX TPOTPECCUPYIOIINX PEIKHMX
(opdaHHbIX) 3a00J€BaHUI, TPUBOMSIIMX K COKpalle-
HUIO TIPOIOJIKUTEIBHOCTA KU3HU WM WHBAJIUIHOCTU
rpaXkIaH, CO3MaH PETUCTP, KOTOPBI BeIeTCS BCEMU
cyobektamu  Poccuiickoit  @emepaunu  (perioHasb-
HbI CerMeHT), a MHMOpMaLUs O TalMeHTe TepeaaeTcs
B OOIIMIA pEeTUCTP, KOTOPHIA HaXoauTcs B MUHUCTEPCTBE
3npaBooxpaHeHust Poccuiickoit ®enepalin, TOJTHOM
nHOpMALIMK 00 SMUASMHUOJIOTMUA M PaclpoCTpaHEH-
HOCTU HO30JIOTHH, BXomsmux B MenepalbHbI perucTp
YIpOXKAIOMINX XW3HU 3a00JIeBaHUM, TOJYYUTh HEBO3-
MoXxHO. Kpome Toro, HeBO3MOXHO M c(hHOPMUPOBATh
MOTPEOHOCTD B JIEKAPCTBEHHOM Teparuu 1 Mpyu HeO0OXO0-
JIMMOCTH CBOEBPEMEHHO MepepacIipeaessiTh JeKapCTBEH-
Hble TIperapaThl MeXAy pPerMOHaMH, TaK KakK 3aKyIrKa
MTPOMCXOINT 3a CUET CPEACTB PETMOHAIBHBIX OIOIKETOB.

B 2020 . MunucrtepctBoM 3apaBooxpaHeHuss Poc-
cuiickoit Penepaun ObIIM OTOOPEHBI KIMHUYECKUE
PEKOMEHIALIMKU 110 JICYCHUIO HACJeJICTBEHHOTO aHTHO-
oreka [1]. OcHoBHas 3agavya Tepanuyd — YJydlleHUe
KavyecTBa XXM3HU MAallMEHTOB M CHIKEHUE YacTOThI TIPU-
CTyIoB. B Tepanuu HacaeICTBEHHOTO aHTOOTeKa MOXKHO
BBIJIEJIUTh TPU OCHOBHBIX HarpaBieHus (tadu. 1) [1]:

1. KynmupoBaHue OCTPBIX TTPUCTYIIOB

2. KpaTkocpouHasi podIakKTUKa Tepel MeIULINH -
CKUMM MaHUTYJISALUSAMM (Harmpumep, HGudporacTpomayo-
JIEHOCKOTIHUEI WJIM 9KCTpaKIIUeii 3yoa).

3. loarocpouHas IpodriIakTUKa IIPU TSKEJIOM Tede-
HUUW WIM YacCTBIX MPUCTYIax 3abojieBaHus (Ipouiak-
THUKa PELIMIUBOB).

CTOUT OTMETUTh BaXKHOCTH MATOT€HETUYECKOM Tepa-
MUY ¥ CBOEBPEMEHHOTO BOCITOJIHEHUS Te(PUIINTA aKTUB-

B NMOMOLLIb TPAKTUYECKOMY BPAYY

Hoctu nHruouropa Cl-acrepasnl. [Ipenmapar Marnourtop
Cl-3cTepa3bl 4ejioBeKa MOXKHO MCITOJIb30BaTh BO BCEX
TpeX HampaBJICHUSIX Teparuv 1 0OCOOEHHO B cilydyae HeoO-
XOIMMOCTH CHM3WUTb YacTOTy W WHTEHCHUBHOCTb aTak
y MalMeHTOB ¢ JaHHbIM 3a0ojieBaHreM. OCHOBHasI 3a1a4ya
JIOJITOCPOYHOI TPO(MUIAKTUKNA — YMEHBIIIEHUE YaCTOThI
M MHTEHCUBHOCTU aTaK HAacCJIeACTBEHHOIO aHTMOoOTeKa
W MUHUMU3ALUS BIUSHUS OOJE3HU Ha IMOBCEIHEBHYIO
aKTUBHOCTh TanueHTa. Cpeld peKOMEHIOBAHHBIX CXEM
IIJIS1 AOJITOCPOYHOM MPOMUIAKTUKYA BBIACISIIOT Ha3Have-
Hue uHruoutopa Cl-acrepasbl ueiaoseka B 1o3e 500—3000
ME y B3pocnbix u 20 ME/Kr 2 pa3a B Hezeso y eTei.

OkazaHue TIOJHOLGHHON MEIUIIMHCKONH ITOMOIIN
OOJIbHBIM CBSI3aHO C MHOTOYMCIIEHHBIMU TPYIHOCTSIMU,
K KOTOPBIM MOHO OTHECTH HEIOCTAaTOYHYIO OCBEIOMJICH-
HOCTb 0 3a00JIeBaHUU CIIELIMAIMCTOB; HAJIMYME UCKITIOUM-
TEJIbHO Pa3HOOOPA3HbBIX KIIMHUYECKUX MTPOSIBJICHUI, B TOM
YHCJIE OCTPBIX YTPOXKAIOIIMX XXU3HU COCTOSIHUI; BO3MOX-
HOCTb J1e010Ta 3a00JIeBaHUSI TTPAKTUUECKH B JIIOOOM BO3pa-
cTe, CIOXHOCTU B IMAaTHOCTHKE; CIeLMMUUHBIN apceHa
JIEKapCTBEHHBIX TperapaToB; 3HaUUTebHOe (PMHAHCOBOE
Opemsi; counanbHble pakTopsl U T.A. C y4eToM Tepeumc-
JICHHOTO BaXKHEWIIIMM COCTABJISIIOIIMM B CUCTEME OKasa-
HUM MEIULIMHCKON TTOMOIIY OOJBHBIM HACIEACTBEHHBIM
aHTHOOTEKOM TIPEACTABIISICTCS MaplIpyTU3alusl Talu-
enra. Ilpu stom B DenepanbHoM 3akoHe «O6 OCHOBax
oxpaHbl 310poBbs rpaxkaaH Poccuiickoit Denepanyn»
MOHSITHE MapIIPyTU3aLIMs TTallMeHTa oTCyTCTBYeT. Mcxoms
U3 JEHCTBYIOIIE HOPMAaTHMBHO-TIPABOBOW 0a3bl Mapii-
pyTu3alusl TaluMeHTa — 93TO TepeMelleHue IMalueHTa
MO TEPPUTOPUU CYObEKTa MEXIy MEIUIIMHCKUMU Opra-
HU3ALMIMU, B TOM YUCJIE€ C MCIOJIb30BAHUEM CIIy>KObI
CKOpOM MEIWIWHCKOW TOMOIIM, C LEJbI0 ITOTYYEHWUS
KayeCcTBeHHOM, 3(pdeKTBHOI, 0e30ITaCHOI 1 JOCTYITHOM
MEIUILIMHCKOMN TTIOMOIIIN.

Kaxnapiit cyonekr Poccuiickoit Denepauum ymos-
HOMOYEeH (00s513aH) OpraHU30BaTh OKa3aHWE HaCEJEeHUIO
cyObeKTa MEepPBUYHON MEIMKO-CAaHUTAPHOW TTOMOIIIH,
CNeUMaIM3BUPOBAHHOM, B TOM YMCJE BBICOKOTEXHOJIO-
TMYHOM, MEAULIMHCKON TTOMOILM, CKOPOM, B TOM YHUCIE

Tabauya 1. PapMakoTepanus HACJIeICTBEHHOT0 AHTHOOTEKA Y JeTeii H B3pocbix [1]
Table 1. Children’s and adult’s pharmacotherapy of hereditary angioedema [1]

Hanpasnienne .
P IIpenapatbl /151 B3pOCJbIX IIpenaparsl 114 AeTeit
Tepanuu
KyIpoBarme HMkatnbanT. WMkaTtubanT (y nereit crapiie 2 JieT).
oryer1I<0[1)3 HWuruourtop Cl-acTepassl ueaoBeKa Wuruourtop Cl-actepassl yeaoBeka (y IeTeit crapiie 2 JeT).
BEKe3aMOPOXKEHHas T1a3M BEXK€3aMOPOXKEHHas TJ1a3m
CBexe3aMOpOXKeHHa azma CBeke3aMOpOXKEeHHa: azma
HMuruoutop Cl-acTepassl ueaoBeka "
P cp Muru6utop Cl-3cTepasbl ueaoBeka (y neteit crapiie 2 JeT).
KparkocpouHast (y B3pOCJIBIX U A€TeH cTapiie 2 JieT). e s
npoduIakTuKa aHa30171. )
po A Jlana3zou (ToJbKo B oTcyTcTBHE nHTHOUTOpa Cl-3cTepasbl)
CBexe3aMOopOoXKeHHas Ia3ma
aHa307; "
A > Muruourtop Cl-acTepasbl yenoBeka (y AeTeit crapiie 2 JieT);
TpaHEeKCcaMOBast KMCJIOTA.
HonrocpouHast e TpaHEeKCcaMOoBasi KHCJIOTa.
npodurakTuka p pel, JlaHa30.1 (TOJBKO ACTSIM, TOCTUTIIMM V CTaaIuM IMOJOBOTO

JIMHBCTPEHO).
HMuruourtop Cl-actepasbl yeaoBeka

co3peBaHus 1o TaHHepy)
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CKOpOIi CTeMaTu3upOBaHHOM, MEIUIIMHCKON MOMOIIN
Y TAJJIMaTUBHON MEIVIMHCKONW TTOMOIIM B MEIULIMH-
CKHX OPTaHU3aLMSIX, TTOIBEIOMCTBEHHBIX UCTIOJTHUTEb-
HBIM OpraHaMm TroCyIapCTBeHHOI BiacTu cyobekra [12].
CrenoBartebHO, 11T (POPMHMPOBAHUST MapIIpyTa Iaiu-
€HTa C HaCJIEeACTBEHHBIM aHTMOOTEKOM HEOOXOIUMO
BBIOpaTh B CyObeKTEe MEIUIIMHCKHAE OpraHu3aiuu
WM OIHY MEIWILIMHCKYI0 OpraHM3alliio, B KOTOPOW
BO3MOXHO OKa3aThb Pa3HbIi KOMILIEKC MEIUIIMHCKUX
BMeIaTeIbCTB (MPOGUIAKTUKY, TUATHOCTHUKY, JIeUYeHUE
1 MEIUITMHCKYIO PeaOUIUTAILIAIO) B PA3IMYHBIX YCIOBUSIX
(BHE MEIMIIMHCKOM OpraHU3aluu — 1o CKOPOi TTOMOIIH;
B aMOYJIATOPHBIX U CTAIIMOHAPHBIX YCIOBUSIX).

IMpn co3maHuM MapuipyTa MalueHTOB HEOOXOIMMO
IMMOMHUTb O TMPUHLUNAX MOICPHU3AIUN TePBUUYHOTO
3BEHA 3/IpaBOOXPAHEHUs, IO KOTOPBIM OCYILECTBIISIETCS
MOHMTOPUHT M KOHTPOJb 3a peaju3alueil pernoHaIb-
HBIX MIPOTpaMM MOIEPHM3aLMU 3apaBooxpaHeHus [13].
K TtakuMm nmpuHUIMAIIAM OTHOCSTCSI MPUOIMKEHNE K MECTY
KUTEIbCTBA,  TNMPUOIMKEHUE K  MeCcTy  OOy4YeHUs
wim paboThel. [IpyMHIUIIBEI HOKHBI OBITH COOJIIONEHBI
HCXOAS U3 MOTPEOHOCTE BCeX TPYIIT HACEJCHUS C yde-
TOM TPEXypOBHEBOM CHCTeMbl OKa3aHUST MEIULIMHCKOMN
oMoy, TpexypoBHeBasi cUCTeMa — 3TO UepapxuuecKast
CHCTEeMa OKa3aHUs MEIUIIMHCKOM MOMOIIHU, TT0 KOTOPOUA
MEIULIMHCKUE OpTraHu3aluyd WM WX TOIpasae/eHUs
B 3aBUCHMOCTH OT OCHOBHOW WJIM TIPEMMYIIECTBEHHOM
NEeATeIbHOCTU W HaJeJeHHBIX (PYHKUMI pacrpeaesieHbl
10 TPEM YPOBHSIM.

IMepen ¢dopmupoBaHueM MaplIpyTa TalHdeHTa
C HACJIeJICTBEHHBIM aHTMOOTEKOM B  KOHKPETHOM
perMoHe HeOOXOAMMO TIPOBECTM CUCTEMHBIN aHaIu3,
Kacawumicss aeMorpauyeckoro coctaBa M KIMHU-
Yyeckoro Tmpoduisi TalMeHTOB, OCOOEHHOCTEel (yHK-
LIMOHUPOBAHUS CHUCTEMbI 3IpPaBOOXpPAaHEHUSI PETUOHA,
TPAHCIIOPTHOM AOCTYITHOCTH U T.J1. KomndaecTBO 60IbHBIX

B pErMoHe, WX ITOJIOBO3PACTHOI COCTaB, OCOOCHHOCTH
TeYeHHUsI 3a00JieBaHUSI Y KOHKPETHBIX OOJIBHBIX SIBJISI-
JOTCST OTIPENEIISIIOIINMU TSI TIOHUMAaHUS 00IIero oobeMa
TpedyeMoil MeaULIMHCKON oMoy (Tabsa. 2). Hanuuue
JTAHHOM MH(MOPMaLK U ee aHAJIN3 — KOMIICTeHIIMS TJ1aB-
HOTO BHEIITATHOTO CIIEIIMAIINCTA AJIJIeProJIoTa-NMMYHO-
Jlora pernoHa. PermoHanabHble BO3MOXHOCTHU CHCTEMBI
3MPaBOOXPAHEHUS] WMEIOT MHOXKECTBO OCOOEHHOCTEH
W JOJDKHBI OBITh PACCMOTPEHBI C TOYKM 3PEHMSI MX
a3 dexTHBHOTO TTOTeHIIMAJA B TIJIaHe OKa3aHWS ITOMOIIN
GOJILHBIM C HACJIeICTBEHHBIM aHTHOOTEKOM.

BaxkHbIM  cocTaBisIIOIIMM ~ TIpU  (hOPMUPOBAHUU
MapIipyTa TMalieHTa C HaCJIeNCTBCHHBIM aHTHOOTEKOM
WIM ¢ JIIOOBIM APYrUM peakuM (opdaHHbIM) 3aboJieBa-
HUEM SIBJISIETCST 00ECIIEYeHHOCTD JIEKAPCTBEHHBIMU TIpe-
rmapatamMu, 4To MoJIpa3yMeBaeT JOCTYITHOCTh UX UCIIOJIb-
30BaHMS COOTBETCTBEHHO YTBEPXKICHHBIM KIMHUYCCKUM
pexoMeHpauusaM. [Topsaok Ha3HaYeHMS JIEKAPCTBEHHBIX
MPpeTapaToB pPerjaMeHTUPOBAH JCUCTBYIONIMM 3aKOHO-
nareiabcTBOM [14]. Crioco® BBemeHus, CIocod OTmy-
CKa, BO3pacTHbIE OTrpPaHUYEHMS, YCIOBUSI XpaHEHUS
JIEKapCTBEHHBIX TIPerapaToB TMOAPOOHO OIMCHIBAIOTCS
B MHCTPYKIIUSX TTO UX MEAULIMHCKOMY TIpUMeHeHuto [15].
JlaHHBIE TMapaMeTpbl 3HAYUTENIBHO BIUSIOT Ha TIpel-
JlaraeMylo MapuipyTuzanuio mamnueHTa. CylecTByro-
1Me TpaBuiia ONPEACTIOT Ha3HAYCHUE JIeKapCTBEHHBIX
MperapaToB B CTALIMOHAPHBIX W aMOYJaTOPHBIX YCIIO-
BUSIX, a TAKXKE Ha3HaueHME JIeKapCTBEHHBIX MperapaToB
JUTS TIALIMEHTOB, B TOM YMCJIe C HACIEICTBEHHBIM aHTHO-
OTEKOM JIJIST UCITOJTb30BAaHUS B TOMAITHUX YCIIOBHUSIX.

Tlocne npoBeneHust aHaIM3a HEOOXOIUMO COCTaBUTD
AMUACMHUOJIOTMUECKYI0O KapTy paccelicHUs TMaIleHTOB
B PErMoOHe; KapTy TEPPUTOPUU ¢ MEIUIIMHCKUMU Opra-
HU3alUIMU aMOyJTaTOPHOTO W CTAallMOHAPHOTO BHIA
(TpoduIb aNIeproiorTusl U UMMYHOJIOTHSI, TIeAnaTpus,
tepanus). KitoueBoe 3BeHO B (hOpMUpPOBAaHUM Mapli-

Tab6auya 2. OcHoBHBIE (hAKTOPbI, BJIMSIONIME HA MAPIIPYTH3ANKIO 00JIbHBIX C HACJIEACTBEHHBIM AHTHOOTEKOM
Table 2. Main factors influencing patient’s pathway with hereditary angioedema

®dakrop

OCc00eHHOCTH BJIHSTHUS

Yuciio nayueHToB
B pETMOHE U UX
TI0JIOBO3PACTHOM COCTaB

Teuenue 3aboeBaHMs

COL[I/IEU'ILHLIC ACIICKThbI

Mecto xurtenbcTBa
IIalfM€HTOB

Bosblioe ynciio maiyMeHToB — LieHTpaan3alys MoMolu. Beiaenenue neteit ¢ 0COOEHHOCTIMM
TEYCHHUS U JecO0TOM 3a00JIeBaHMsI, BO3PACTHBIMU OTPAaHUYCHUSIMA (papMaKOTeparvu U T.10.
IIpeobnaganue cpeny 0OIbHBIX KEHIIMH, YTO MOXKET OTpaxKaThes B (hapMaKoTepanuu

TskecThb (YrpoXKaloIye KM3HM) W 4acTOTa MPUCTYIOB, AMHAMUKA Pa3BUTHUSI 3a00JICBAHMS,
HaJIM4Ke IPYrux 3a00I€eBaHUI, OTBET Ha TEPAITIIO

Hanmune B ceMbe HECKOJIBKUX OOJbHBIX C HACIEACTBEHHBIM aHTHOOTEKOM, TOTOBHOCTh PO/ -
TeJiel U MallMeHTOB BBOAUTH Mpernapar napeHTepaaibHO, KOMIUIAeHTHOCTh

TpaHCIOPTHASI TOCTYITHOCTh MEIUIIMHCKUX YUPEXKACHUNA PA3TMIHOTO YPOBHSI

OnTtumanbHOE JICKApCTBCHHOC obecrieueHue (HOpﬂI[OK HaSHA4YCHMA MPEIriapaTtoB U MEXaHU3M

JlexapcTBeHHOE
obecrieueHue
JIETAJILHOTO MCXO0Ia

PeruonanbHbie

MX MPEeA0CTaBACHMS MALMEeHTY, CITOCO0 OTIyCKa, BBEAEHMS ITpernapara, Crocod XxpaHeHUs)
TSI TIOBBIIIEHUS KaUeCTBA JKU3HU MALIMEHTOB ¥ CHIDKEHUS MOTEHIIMATbHOM BOBMOXKHOCTH

MenuiHcKe OpraHu3alny ¢ pacipeeeHUeM 110 YPOBHSIM, U TPOMUISIM OKa3aHUs MEIN-

LIMHCKOM MOMOILM; HAUITMYUE KOMIIETEHTHOTO MEIUIIMHCKOTO MepCOHasa; B3aUMOIECUCTBUE

BO3MOKHOCTU CUCTEMBI
30paBOOXPAaHCHUA

B3POCJIbIX U JETCKUX CIELIUAINCTOB, TIOJTHOLIEHHOE JIEKAPCTBEHHOE 00eCieYeHNe, HaIn4ne
TPOTIMCAHHBIX AITOPUTMOB B cucteMe CKOpoil 1 HEOTIOXKHOM MOMOIIN
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pyTa KOHKPETHOTO TalMeHTa — IJIaBHbII BHEIITATHBIN
CIELMAINCT PErMoHa, 3HaloLMil ocobeHHOCTU 3abosie-
BaHUS M COCTOSIHUS TIallMEHTOB, MaTepUaibHO-TEXHUYE-
CKME BO3MOXHOCTH YUPEXKIECHUI B pETMOHE U OCHOBHBIEC
MPUHLUIIBI JIEKAPCTBEHHOTO OOECeYeHUsl MallMEHTOB.
PazpaboTka onTuManibHON MaplIpyTU3allUu, PEJeBaHT-
HOI XapaKTepuCTUKaM OOJIbHBIX M PErMOHAJIbHBIM OCO-
OEHHOCTSIM CUCTEMbI 31PaBOOXPAHEHUST MIPEACTABISIETCS
HUCKTIOUYUTETBHO BaXKHOU 3a1adeit.

B Hacrosiiiee BpeMsi MOXHO TMPENJIOXUTb 3 MOIETU
MapuipyToB MalMEHTOB C HACJIEJACTBEHHbIM aHTUOOTE-
koM. PaccmoTpum cylliecTBytolMe MapiipyThl MalydeH-
TOB B Pa3/JIMYHBIX pErMOHAX.

Mapuupyr 1. [TauueHT mojyyaeT npernapar 1o Jbrore
1 BBOAUT CAMOCTOSITEJIbHO.

Mapiupyr 2. [TauueHT rojyyaeT mpernapar 1o Jbrore
1 BBOJIUT €r0 B MEAUIIMHCKOI OpraHu3aliuu.

Mapupyt 3. [Ipenapat HaxoguTcs B MEIMIIMHCKOM
OpraHu3alMu W BBOAMTCSI TALIMEHTY B MEIULIMHCKON
OpraHu3alui.

Mapuipyt 1. [TauueHT nojyyaer npemnapart 1Mo Jibrote
U BBOIUT CaMOCTOSITeNIbHO. JlaHHBIN MapilpyT UCIOJb-
3yeTcsl JUIsl JIEKApCTBEHHBIX MpernapaToB, B MHCTPYK-
LIUY TI0 MEAUIIMHCKOMY NMPUMEHEHUIO K KOTOPbIM YKa-
3aH croco0 BBeJEHUs MO PeLenTy Bpaya, U MpornucaH
QJITOPUTM  CaMOCTOSITEJIBHOTO BBEIEHUSI Mpernapara.
st nedyeHusi HaACJAENCTBEHHOTO AaHTMOOTEKa Cylle-

[MaBHbI OKPYXXHOM Annepronor-
MMMYHOJIOI HanpaBnigaeT
naumeHTa ¢ nogo3peHnem Ha HAO
13 Kaxaoro okpyra Mocksbl

4
LenaptameHT 3apaBooxpaHeHuns
3aKynaeT NeKkapCTBEHHbIe
npenapaTtsbl LeHTPanmM3oBaHO
pas B rog,
5

MMaBHblE cneumanncTbl
anneprosorn-MMmMyHON0MM
.3 MockBbl OpraHmayoT
M KOHTPONNPYIOT 0ByYeHme
CaMOoCTOSAITENbHOMY BBEAEHUIO

B NMOMOLLIb TPAKTUYECKOMY BPAYY

CTBYIOT JIEKApCTBEHHBIEC IIperaparbl, KOTOpPbIE MOTYT
OBITH MCITOJIb30BAHBI B JIOMAITHEN YCJIOBUSX B clydae
00yuYeHMS TTAllMeHTa WU ero 3aKOHHOTO TTPEICTaBUTEIS.

K dakTopam, 671aronpusiTCTBYIOLIAM OCYIIIECTBIEHUIO
MaplIpyTU3allMi B COOTBETCTBUU C TIpeJlaraeMoil Mojie-
JIBIO, OTHOCSITCST HAJIMUKE B CeMbe OOJTbHBIX HACIeICTBEH-
HBIM aHTMOOTEKOM, BBICOKAsh KOMITJIAeHTHOCTb OOJIBHBIX,
npeobiagaHnue HeTSDKeNIbIX TpucTynoB. Kpome Toro,
HaJIM4yre TPAHCIOPTHBIX CIOXKHOCTEH TpeapacroiaracT
K BbIOOpY 3TOil Momenu. OOydyeHHe CaMOCTOSITEIbHOMY
BBEICHUIO MOXKET ObITh OPTaHM30BAHHO B paMKaX IIKOJIbI
JIIsT GOJIBHBIX C HACIEACTBEHHBIM aHTHOOTeKOM. K Hemo-
cTaTKaM JaHHOTO MapIIpyTa OTHOCSTCS CJIOXKHOCTb KOH-
TPOJIS, CBSI3aHHASI HE C OPraHU3allMOHHBIM ITPOLIECCOM,
a ¢ KOMITJIAeHTHOCTBIO TMallMeHTa, a TaKXKe COLIMabHbIe
npo6sieMbl. Mapuipyt 1 ipumensiercs B Mockse (puc. 2),
Cankr-IlerepOypre, Tomckoit obiactu, CBepmaioBCKOi
obnactu, Pecrryonuke Tatapctan, CTaBpomnoJIbCKOM Kpae.

Mapuipyt 2. [TaiiueHT nosyyaer npenapar rno Jbrore
¥ BBOJIUT B MEIUIIMHCKOM OpraHM3aluu. DTo HauboJjee
YacTO WUCITOJIb3yeMast MOJENb JIJIsT JIEKAPCTBEHHBIX Tpe-
MapaToB, B MHCTPYKUUM MO MEAULMHCKOMY MpUMEHE-
HUIO KOTOPBIX YKa3aH CII0CO0 BBeIEHMST BHYTPUBEHHBII,
a cmoco0 oTiycKa crammoHapHbIid. Ocoboe ycioBue,
KOTOPOE TOJDKHO OBITh COOJIOACHO B TAaHHOW MOIETN —
HUBEJIMPOBaHNE PHUCKOB IO COOJIIOJCHUIO XOJIOAOBOIM
LIETTM ¥ Ka4eCTBY JIEKAPCTBEHHOTO TIperapara.

2

[NaBHbI BHELWITATHbIN OETCKNUI
cneumanucT annepronor-nMmMyHosor
1 MaBHbIN BHELWUTATHbIN crieuuanncTt
annepronor-nmmyHonor 13 Mocksbl

NnOATBEPXOAIOT ANArHo3

3
3aHeceHne nauyeHTa
B PermoHanbHbIn CErMeHT
denepanbHOro permcTpa
npouncxoant B F'BY3 «Mopososckas
Arke 43M»
6

MaumeHT BBOAMT Npenapar
CaMOCTOSATESIbHO

Puc. 2. MapmipyTusanus aeTeii 1 B3pOCJbIX ¢ HacJencTsenHsiv anrnoorekom (HAO) B Mockse.
Fig. 2. Children’s and adult’s pathway with hereditary angioedema in Moscow region.
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TepaneBTbl n3 fopoackmnx
nonuknuHuk n LIPB HanpaengioT
Ha KOHCYNbTALLMIO K afifeprosory-
VIMMYHONIOTY

O, )
JenaptameHT

34paBooOxpaHeHns 3akynaeTt
NIeKapCTBEHHbIE Npenaparthbl
3asaBka GOpMUPYETCS MaBHbIM
crneumanucTos, popmmpyeTcs
B BUAE NEPCOHNOULMPOBAHHOM
noTpebHOCTM, OOVH pas3 B rof,

5

MauneHT Nnony4aeTt npenapart
B anteke npwu JIMY.

[maBHbIV cneunannuct
VIMMYHOJIOI NOATBEPXAaeT
OnarHos

—®

3aHeceHue nauneHTa B
PermnoHanbHbIn cermeHT
denepanbHOro perncrtpa
3aHnmaeTcs rnaBHbii
cneunanuct 43

—©

MaumeHT ona KynMpoBaHus
1 NPOMUNAKTUKM OTEKOB NMPUXOANT
B JIMY no mecTy XutenbcTea.

me,

Puc. 3. MapuipyTusauus aeTeil ¥ B3pOCJbIX ¢ HAC/IEACTBEHHbIM anrnooTekom B HoBocuoupcekoii o0aactu.
IIPB — uentpaibHas paiionHas oobHuibl; JIITY — jeyeGHO-NpoduiakTHIECKOE YUpeKIeHHE.
Fig. 3. Children’s and adult’s pathway with hereditary angioedema in Novosibirsk region.

BBeneHue nekapCTBEHHOTO Iperapara MOXET OCy-
LIECTBIJISIThCS KaK B THEBHOM CTallMOHape, TaK U B CTa-
uoHape. Mapuipytr 2 npumensiercsi B Cankr-Ilerep-
oypre, Tomckoit ob6mact, HoBocmOupckoit objactu
(puc. 3). Hanmpumep, B Tomckoii 001aCcTH BO3MOXHO BBE-
JIeHWe Tpernapara B CTallMOHape U B JHEBHOM CTallMO-
Hape, a TakXe B MOJUKIMHUKE, TJ1e HAXOAUTCS KaOUHET
BBEJICHMSI TeHHO-MHXEHEPHBIX TIPernaparTos.

AJNropuT™M — mociie TIOJy4YeHMs Tperapara Ha pyKu
B JIbFOTHOM anTeKe MaiyeHT MPUXOIUT CO CBOUM IIpe-
rnmapaToMm:

1) B crammoHap IO MECTy XUTEJIbCTBA, TAC €My
opopmisitoT  McTOpUIO  0OOJIE3HM B CTallMOHape
WJIX B JHEBHOM CTallMOHAape W BBOIST Iperapar;

2) B MOJUKIMHUKY B KaOMHET BBEICHUSI TeHHO-UH-
JKEHEPHBIX TTPEIapaToB I10 CIelMaJbHOMY Tapudy.

HuBenupoBaHue puUCKOB IO COOJIOJEHUIO XOJIOI0-
BOI 1IeTIM 1 KaUeCTBY JIEKapCTBEHHOTO MpernapaTa J0CTH -
raeTcsl NMUCbMEHHbBIM 3asiBJICHMEM IIallMeHTa O CaMo-
CTOSITEJIBHOM TIPEIOCTaBICHUM TIperapara, 1eJIOCTHOCTU
VIIaKOBKH U PEXUME XpaHEHUS.

B HoBocubupckoit obsactu u 1. Cankr-IlerepOypr
COIJIaCHO MpuKazaM 00 aJiropuTMe OKa3zaHUsI MEIUIIMH-
CKOl TIOMOILIM TallMeHTaM ¢ peakuMu (opdaHHBIMU)
3a00JIeBaHUSIMM BC€ TALIMEHTHl C HACJIEeICTBEHHBIM
aHTMOOTEKOM TIPUMKpPEIUIEHbl K CTallMOHapy II0 MECTY
KUTEJIbCTBA. [1py BOBHMKHOBEHUM OTEKa MallMeHT oopa-
1IaeTcsl B CTallMOHAp IO MECTy JXKUTEJIbCTBA C Mpera-

paTtoM, TIOJIyYeHHBIM B JIbTOTHOM amnrteke. K HemocraT-
KaM B JJAHHOM MapIlpyTe OTHOCSATCS HEBO3MOXKHOCTh
KOHTPOJISI COOJTIONEHUST YCIIOBUIM XpaHEeHUsT Tperapara,
a TakKe HACTyIUIGHUE HOPUINYECKOM OTBETCTBEHHO-
CTU MEIWILIMHCKOTO TIepCOHalla B cliydae HeTraTUBHBIX
MOCJIEICTBUI TTOCiIe BBeAeHUs mperapata. st ucrosib-
30BaHUs JTAHHOW MOIENM HEOOXOIMMO Y4YeCTh TpaHC-
MOPTHYIO JOCTYITHOCTh MEAUILIMHCKOTO  YUPEXKIACHUS
IUISI TTALIMEHTOB M HAJIMYME TTOATOTOBJIEHHOTO (0O0y4eH-
HOT0) MEIMIIMHCKOTO TIePCOHAJIA B YUPEKICHUU.

Mapmpyt 3. IIpenapat HaxomgUTCsS B METULIMHCKOM
OpraHM3allvy 1 BBOIUTCS B MEIULIMHCKOM OpraHu3aliy.
JlaHHas1 MOJIEJTb CBsI3aHA C MCTOYHHUKOM (hMHAHCHPOBa-
HUSI, 32 CUET KOTOPOTO MPEIOCTaBISIETCS JIEKAPCTBEH-
HBII TIperapaT B pPerMOHE, XOTS OCHOBHBIE KPUTEPUM
CO3MaHMSI MapIipyTa COOTBETCTBYIOT MapIIpyTHU3alUK
2 — MapupyT MOIXOAMT JUISl JIEKAPCTBEHHBIX Tperapa-
TOB, B MHCTPYKIUU IO MEIUIMHCKOMY NPUMEHEHUIO
K KOTOPBIM YyKa3aH CITOCOO BBeJECHUs BHYTPHUBEHHBIN,
a croco0 OTITyCKa — CTallMOHAPHBIA.

TpeTuit TATT MapIIpyTU3aluy pa3paboTaH T Malu-
€HTOB JIETCKOTO BO3pacTa IpU HEBO3MOXXHOCTU TPOBEJIEe-
HMSI Tepanvy B JOMAIIHUX YCJIOBUSIX WM B OTCYTCTBHE
addekTa ot rpoBoauMoil Tepanuu. Kpome toro, naHHast
MOJIENIb MCITOIb3YeTCs U BeeX OONMbHBIX B XaHThI-MaH-
CHUIICKOM aBTOHOMHOI1 okpyre (puc. 4). JlenmaprameHT 31pa-
BOoOXpaHeHMsI XaHTbI-MaHCHIICKOTO aBTOHOMHOTO OKpyTa
COBMECTHO C TJIABHBIM BHEIITATHBIM CIIEIIUATUCTOM OITpe-
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Y4yacTKkOBbI TEPANeBT
HanpaenseT nauneHTa
¢ nogo3peHnem Ha HAO
K anneprosnory-mmMMyHonory

O, )
JenapTaMeHT rocy1apCTBEHHbIX

3aKynaeT N1eKkapCTBEHHbIE
npenaparbl, KOTOPbIE XPaHATCS
B JIMY, 3asaska popmmpyeTca
[Ba pasa B rofg, takxe
MOXeT pOopMUPOBaTbLCS
no Heo6Xxoa4MMOCTH

MauneHT
IIpU YIpOXKaroIIEM XKM3HU OTCKE
rocnuTanuaupyeTcs B Onmxaniini
cTaumoHap No MecTy NPOXMBaHUS,
Bpay BBOOUT Npenapar.

B NMOMOLLIb TPAKTUYECKOMY BPAYY

[naBHbIA cneuyanucT
NnOATBEPXOAET ANArHO3
B .XaHTbl-MaHCcUncK
KY «CnMnaLenTp»

©)

3aHeceHne nauyeHTa
B PervoHasnbHbIli cermeHT
denepanbHOro permcTpa
3aH1MaeTcs y4acTKOBbIN
TepanesT [MaBHbIM BHELUTATHbIN
crneunanunucT anneprosor-
nmmyHonor XMAO-Orpbl

MaymeHT ons npodunakTnkm
OTEKOB NPUXOAUT HA BBEAEHME
B OHEBHOV CTauMoHap.

Puc. 4. MapumipyTu3sanus eteii U B3pOCJIbIX NAIMEHTOB ¢ HacJaencTBeHHbIM aHrHooTekoM (HAQO) B XanTbi- Mancwmii-

CKOM aBTOHOMHOM OKpyre.

Fig. 4. Children’s and adult’s pathway with hereditary angioedema in Khanty-Mansi region.

IV MeAULIMHCKIE OpTaHU3ali, B KOTOPEIe OyayT oOpa-
LIAThCI MALIMEHTHI VT TTPOPUIAKTUKM HACJIEICTBEHHOTO
AHTMOOTEKA U IIPUM BO3HUMKHOBEHUU OTEKOB. 3aTeM ObLI
MPOBEJCH pacyeT HeOOXOAUMbIX JIEKAPCTBEHHbIX IIpernapa-
TOB U BBIIEJIEHO PETMOHAIBHOE (DUHAHCUPOBAHUE B MEIN-
LIMHCKKUE opraHu3aunu. K HemocTaTkaM B JaHHOM Maplil-
PyTe OTHOCSITCSI HEBO3MOXKHOCThH CBOEBPEMEHHO J100PaThCst
JIO MeCTa IOJIyYeHHsI ITOMOILIN; TPUBS3Ka MallMeHTa K KOH-
KPETHOMY YUPEKICHUIO 03 BOBMOXHOCTH MUTPALIMH.
IMoxBoast UTOT, HEOOXOAMMO OTMETUTD, UTO MIPU MEP-
BBIX JIBYX MapIIpyTax HallMEHT MOXKET MOJIyYUTh SKCTPEH -
HYIO MEIULIMHCKYIO TTOMOIIb BHE MEIUIIMHCKOM OpraHu-
3aUMM U 0e3 MpUBJICYEHUST MEIUIMHCKOIO IepcoHaa,
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rpeccupylomumMu  peakumu  (opdaHHbIMU) 3a00JeBaHUSs -
MM, TPUBOMSIIMMU K COKPALICHUIO MPOIOJXKUTEIbHOCTA
JKM3HU TpaXkIaH WIM UX WHBAJIUIHOCTH, U €0 PErMOHANb-
Horo cermeHTa». | Decree of the Government of the Russian
Federation of April 26, 2012 No 403 «On the procedure for
maintaining the Federal register of persons suffering from
life-threatening and chronic progressive rare (orphan) diseas-
es leading to a reduction in the life expectancy of citizens or
their disability, and its regional segment». (in Russ.)| https://
www.garant.ru/products/ipo/prime/doc/70068888/
IMocranosnenue [paButenbctea PO ot 09.10.2019 Ne 1304
(pen. ot 08.10.2020) «O6 yTBepKA€HUU MPUHILIUIIOB MOJEP-
HU3aLUK TIEPBUYHOTO 3BeHa 3ipaBooXpaHeHust Poccuiickoit
®enepaunu 1 [MpaBuil MpoBeAeHUs] IKCIIEPTU3bI TPOEKTOB
PErMOHANIbHBIX TTPOrpaMM MOJEPHU3ALIMY TTEPBUUHOIO 3Be-
Ha 3[IpaBOOXPaHEHUsI, OCYLIECTBICHUSI MOHUTOPUHTA U KOH-
TPOJIs 3a peajin3alyeil peruoHaabHBIX TPOrpaMM MOJEPHHU-
3alM1 TIEPBUYHOTO 3BeHa 3ApaBooxpaHeHus». [ Decree of the
Government of the Russian Federation of 09.10.2019 No 1304
(as amended of 08.10.2020) «On approval of the principles
of modernization of primary health care in the Russian Fed-
eration and the Rules for the examination of projects of re-
gional programs for the modernization of primary health care,
monitoring and control over the implementation of regional
modernization programs primary health care». (in Russ.)]
https://www.garant.ru/products/ipo/prime/doc/72733114/
[lpuxkaz MuHuctepcTBa 3ApaBooxpaHeHusi Poccuiickoii
®enepannu ot 14.01.2019 No 41 «OO0 yTBepKAeHUM MTOPsIAKa
Ha3HAYeHUsI JIEKAPCTBEHHBIX IpernapaToB, (GopM peLer-
TYpHBIX OJJAHKOB Ha JIeKapCTBEHHbIE MpernapaThl, MopsiaKa
odopMJIeHUST YKa3aHHBIX OJIAHKOB, UX YueTa U XpaHCHUsI».
[Order of the Ministry of Health of the Russian Federation
dated January 14, 2019 No. 4n «On approval of the proce-
dure for prescribing medicinal products, forms of prescription
forms for medicinal products, the procedure for issuing these
forms, their accounting and storage». (in Russ.)] http://www.
consultant.ru/document/cons_doc_LAW_321140/
Ipuka3 MunucrepcTsa 3apaBooxpateHust PO ot 21 ceHTS0pst
2016 . Ne 7241 «O0 yTBepKIeHUM TPEOOBAHMIA K MHCTPYKLIMK
M0 MEAMLIMHCKOMY TMPUMEHEHMIO JIEKAPCTBEHHBIX Iperapa-
TOB». [Order of the Ministry of Health of the Russian Federation
of September 21, 2016 No 724n «On approval of requirements
for instructions for the medical use of drugs». (in Russ.)] http://
www.consultant.ru/document/cons_doc_LAW_ 205739/
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Texnoorun BbIXaXKMBAHUS HEJIOHOIEHHBIX JIeTei: HHAUKATOPbI 3(DeKTUBHOCTH
BHe/IPeHUs

T.B. [Hedvko
HaunoHanbHas akagemusa Hayk benapycu, MuHck, Pecnybnuka Benapycb
Nursing of prematurely born children: indicators of the effectiveness

T.V. Gnedko

National Academy of Sciences of Belarus, Minsk, Republic of Belarus

AKTYaJIbHbIM BEKTOPOM HAYYHBIX HCCJIEIOBAHNII B HEOHATOJIOTHH SBJISIETCS M3yYeHHEe M MOHUTOPHHT MeXKIYHAPOIHBIX HHIMKATOPOB
COCTOSIHHS 3/10POBbSI HEIOHOLIEHHDIX JeTeil.

Ieas uccrenosanus. OneHka 3()()eKTUBHOCTH BHEIPEHUs TEXHOJIOTHIi BbIXaKHBAHUS HEIOHOIIEHHbIX JeTeil B Pecnyoiuke Bena-
PYCh HA OCHOBAHHMH AHAJIM3a MHOTOJIETHUX MOKAa3aTeJieil X 3200/1eBaeMOCTH, CMEPTHOCTH M BbKHBAEMOCTH POKIEHHDBIX C IKCTpe-
MaJIbHO HU3KOIi Maccoii TeJia.

Marepuan u meronsl. [IpoBeaeH peTpoCHeKTHBHDBIA AHAIM3 SNMUAEMHOIOTHYeCKUX NMoKa3atesneit 3a 2002—2018 r. Ha ocHOBaHMH
JIAHHBIX FOCYIAPCTBEHHOI CTATHCTHYECKON OTYETHOCTH.

Pesyasratel. Jlons HenoHomeHnbix aeteii B Pecnyosnmke Benapych craduausupoBaiach Ha yposHe 4,2—4,5% ¢ yBeanueHuem
a0COJIIOTHOTO YHCJIA, BKJIIOYAs POXKIEHHBIX ¢ Maccoii Tesa MeHee 1500 r. CooTHOIIeHHe a0COIIOTHOTO YHCJIA XKUBO- M MEPTBO-
POXKIEHHBIX € IKCTPEMATbHO HM3KOW MACCOIl TeJla MHOTOKPATHO MpeBbICHIIO Mcxoauble 3Havenus (p<0,05). BopkuBaemocTh
10 1 rona miaaennes ¢ Maccoii Teaa 500—999 r yBeauuniace B 2 pa3a 10 MakcumaabHoro yposHs B 2018 r. (81,5%). Otmewamich
pocT o6uieii 3a00s1eBaeMocTH HegoHomeHHbIX 32 2002—2010 rr. (p<0,05) u camxenne K 2016 r. (p=0,001), BKJI0Yasi poKIAEHHBIX
¢ Maccoii Tena 500—999 r. Yame apyrux 3a0osieBaHuil perucTPUPOBAICS CHHAPOM PECIUPATOPHOTO PACCTPOICTBA, BHYTPUMA-
TOYHASI TUNIOKCHS M ac(uKcHs B poaax, yBeJandeHne 4acToTol HH(peKnuii, cnenquduIHbIX 1715 nepuHaTaibHoro nepuoaa (p<0,05).
Y poxnennsix ¢ Maccoii Tena 500—999 r 3a06o/1eBaeMOCTh BpOXKIeHHO nMHeBMOHMel 3a mepuoa 2002—2009 rr. moBbimanach
JI0 MAKCHMAaJIbHOTO YpoBHs 263,4%0 (p<0,05) ¢ nBykpatHbiM cHizkenneM K 2018 r. Pecny0mkaHCcKuii moKkasaTesib CMEPTHOCTH
HeJIOHOIIEHHbIX cTadnIM3upoBasicsa Ha yposue 0,95%o0 B nocieanue 9 jer npu CoOKpaumieHud B 5 pa3 mokasares cpenu jaereit
¢ maccoii Teaa 500—999 r.

3akimouenne. OneHKa MHOTOJIETHEil TMHAMUKN OCHOBHBIX MHIMKATOPOB 3710POBbsS HelOHOIEeHHbIX B Pecnyoimke Benapych cBu-
JIeTeIbCTBOBAIA 00 3()()eKTUBHOCTH BHEAPEHHSI KOMILIEKCA OPraHM3alMOHHBIX M MEAUIMHCKMX MEPONPHSATHIA UX BbIXXKUBAHUS.

Karoueente caosa: HedouomeHHble, HU3Kasa macca meaa, 3[160./!6‘6‘(16MOCmb, CMEepmMHOCMb, 8blICUBACMOCMb.

Ana untupoBanus: Hegbko T.B. TEXHONOMN BbIXaXXWBaHUSI HEAOHOLLEHHbIX AETEN. UHANKATOPbl 3¢ HEKTUBHOCTY BHEAPEHUS. Poc BECTH
nepuHarton v neaunatp 2021; 66:(3): 102-109. DOI: 10.21508/1027-4065-2021-66-3-102-109

The study and monitoring of international indicators of the health status of premature infants is the current vector of scientific
research in neonatology.

Objective. To assess the effectiveness of the nursing technologies of premature babies in the Republic of Belarus based on the analysis
of long-term indicators of morbidity, mortality and survival of the infants with extremely low body weight.

Material and methods. Statistical reports data were used for a retrospective analysis of epidemiological indicators for the period
0f2002—-2018.

Results. The proportion of premature infants in the Republic of Belarus was stabilized at 4,2—4,5% increase in the absolute num-
bers, including those born weighing less than 1500 g. The ratio of the absolute number of alive and stillborn infants with extremely
low body weight is many times higher than the initial values (p<0,05). The survival rate of infants with a body weight of 500—999g
up to 1 year increased 2 times to the maximum level in 2018 (81,5%). There was an increase in the overall incidence of premature
children in 2002—2010 (p<0,05) and a decrease by 2016 (p=0,001), including those born with a body weight of 500—999 g. Respi-
ratory distress syndrome, intrauterine hypoxia and asphyxia during childbirth, an increase in the frequency of infections specific to
the perinatal period (p <0,05) were registered more often. Among the children born with a body weight of 500—999 g, the incidence
of congenital pneumonia for the period 2002—2009 increased to a maximum level of 263,4 %o (p <0,05) with a twofold decrease by
2018. The republican mortality rate of premature babies was stabilized at the level of 0,95 %o in the last 9 years, while the indicator
was decreased 5 times among children weighing 500—999 g.

Conclusion. The assessment of the long-term dynamics of the main indicators of the health status of premature infants in the Republic
of Belarus testified to the effectiveness of a complex of organizational and medical measures for their nursing.

Key words: premature infants, low body weight, morbidity, mortality, survival rate.

For citation: Gnedko T.V. Nursing of prematurely born children: indicators of the effectiveness. Ros Vestn Perinatol i Pediatr 2021; 66:(3):
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Thedsko T.B. TexHOTOTUY BHIXXUBAHUS HETOHONICHHBIX IETEl: NHANKATOPHI (D (OEKTUBHOCTH BHEAPEHS

CTBOBAJIO CTAOMJIM3ALMM MJIAJICHYECKOM CMEPTHOCTU
Ha ypoBHE 2,5%o0, CHUXXEHUIO HEOHATaJbHON CMEPTHO-
ctu jgo 1,1%o [1].

HcxomHoe 310poBbe HOBOPOXICHHBIX HETeil OIpe-
JIEJSIETCST MX TeCTAllMOHHOM 3peoCThIO, METUITMHCKUMU
pecypcaMu Mpu 0Ka3aHWU MePBUYHOM peaHUMAaIlMOHHOM
TTOMOIIY 1 YCJOBUSIMU JUTSI NabHEHIIEH peabuInTanuu
rocjie TepeHeCeHHbIX 3aboseBaHMil. HemoHoIIeHHBIE
OTHOCSITCSI K KaTerOpyuM MalMeHTOB ¢ HU3KUM YPOBHEM
HMCXOIHOTO 3I0POBbSl M BBICOKMM DPUCKOM €Tr0O YTpaThI
MpU  KpaiiHel CTereHW He3peslocTu. MeauimHeKast
ITOMOIIb HEAOHOIIEHHBIM MJaleHIIaM BKIIIOUaeT Jieue-
HUE MMEIOIIMXCS COYeTAaHHBIX 3a00JIeBAaHUI M MO~
poBaHMe BHYTPUYTPOOHBIX ycIoBUit pa3Butus. [lepuHa-
TaJbHasl MaTOJIOTHS Y OTUX JeTeil MOXeT 3aKaHYMBaThCs
KaK BBI3IOPOBIEHUEM, TaK U (DOPMUPOBAHUEM OCIIOXK-
HEHMI, XPOHMYECKUX 3a00JieBaHUii, BKJIOYasi OpPOHXO-
JIETOYHYIO IWCIUIA3UI0, PETUHOIMATUIO HEIOHOIIEHHBIX,
MePUBEHTPUKYJISIPHOE KPOBOUIIUSIHUE C HapylleHUEM
(hM3MIEeCcKOro M HEPBHO-TICUXUYECKOTO pa3BUTHS.

KauecTBeHHBIE yiIydIlleHUsT B TAKTUKE BeleHUs Oepe-
MEHHOCTU U POIOpa3pelieHus], ONTUMU3ALMSI OOIIEero
yX0la M OKa3aHWsl peaHWMALMOHHOW TIOMOIIM JETSIM,
POIWBIIMMCSI HEIOHOIIEHHBIMU, B YaCTHOCTU C HU3-
KOM M 3KCTpeMaJIbHO HU3KOW MacCoi Tejia, 3HAUUTEIbHO
VYMEHBIIWIN PUCK TTOPaKeHUS HEPBHOI CHUCTEMBI TepH-
HAaTaJIbHOTO TMITOKCUYECKH-UIIEMUUECKOTo reHe3a. Bme-
CTe C TEM BO BCEM MUpPE OTMeYaeTCsT 3HAYUTETbHOE YHUCIIO
JIeTeii, PONUBIIMXCS HA PAHHUX CPOKAX recTallid U MMe-
IOIIMX BBIPaKEHHbIE HapPYyLUICHUS WHTEJUIEKTYaIbHOTO,
ITO3HaBATEIbHOTO PAa3BUTHSI U UBMEHEHUS TIOBeACHUS [2].

B Pecrnryonmmke bemapych repexon Ha peKOMEHIOBaH-
Hble BceMupHOI opraHu3anmeit 3npaBooXpaHeHUsT KpU-
TEPUU KUBO- U MEPTBOPOXKICHUS C YUETOM MIIaJCcHIICB
¢ maccoii Tena 500—999 r ocyiuectsieH c 1 ssuBaps 1994 .
B 2010 . HOpMaTHUBHO OIpe/iesIeHbl YeThIpe TeXHOJIOTH-
YECKUX YPOBHS OKa3aHUs TiepUHATaIbHO TomMoliu. Bech
CIIEKTP MEIULIMHCKON TIOMOIIM MJIafieHIIaM, POIMB-
LIUMCS B CPOKE recTaluu MeHee 32 Hel u/Wiu ¢ Mac-
coit meHee 1500 1, TpeOyOIINM CIIEIIUATLHON WM I -
TEJIbHON PECTTMPATOPHOM TOMAEPKKHU, OKa3bIBACTCS
Ha TpeTbeM (00JaCTHOM) M 4YeTBepTOM (pecryOamKaH-
CKOM) TepMHaTaJIbHbIX YPOBHSIX [3].

Ilpyn MomenMpoBaHUM BHYTPUYTPOOHBIX YCIOBUIA
IIJISI HETOHOIIIEHHOTO peOeHKa Ha 3Tare CTallMOHapHOTO
BBIXaXKMBAaHUSI C MCIOJIb30BaHUEM MEIUILIMHCKOTO 000-
pPYIOBaHUSsI, JIEKAPCTBEHHBIX CPEICTB, TPAHC(HY3MOHHBIX
JINHUI, 3aMEeHUTENIeil TPYIHOTO MOJIOKa B COYETAHUU
C HEOOXOIWMOCTBIO IMOCTOSTHHOTO MOHUTOPHMHTIA 3KW3-
HEHHO BaXXHBIX (YHKIUN opraHu3Ma (OpMUPYIOTCS
TOCITUTAJIbHBIE PUCKU PAa3BUTHS U IPOrpaMMMPOBAHUS
MHOEKIIMOHHBIX, LIepeOpalbHBIX, 0(DTATbMOJIOTMUECKUX,
ayIMOJIOTUYECKUX OCIOXHEHUI Ha (pOoHEe recTallMOHHOM
HE3peJIOCTH TKaHEeH U CUCTEM.

C 1eNblo COBEPIICHCTBOBAHUSI OpraHU3aluyd MeIu-
LIMHCKOM TIOMOIIM HEIOHOIIEHHBIM HOBOPOXICHHBIM,
MMHUMU3ALU PUCKA Pa3BUTHSI OCTIOKHEHUI TI0 Pe3yIb-

TaTaMm BBIMOJIHEHHBIX UCCJIEI0BAaHNI HAydyHO 000CHOBAaH
U BHEAPEH KOMILIEKC TEXHOJIOTMI, KOTOPBI COAEPXKUT
OpraHu3allMOHHbIE, MEAULIMHCKUE, COLIMAJIbHBIE U 00pa-
30BaTeIbHbIC MEPOTIPUSTHUSI. B KIIMHUYECK1E TTPOTOKOJIbI
MUATHOCTUKHU, peaHUMallMM U WMHTEHCUBHON Teparnuu
B HEOHATOJIOTMU BKJIIOUEHBI KO3(M(OUIMEHTHI TMPOTHO-
3MpPOBaHUSI BHYTPUYTPOOHOTO MH(PUIIMPOBAHUS, YTBEP-
JKIEHbBI aJITOPUTMbI TMATHOCTUKU U MTPOGMUIAKTUKU BHY-
TPUYTPOOHOU MHMEKIUU, BHI3BAHHOW CTPENTOKOKKOM
rpynrbl B, pazpaboTaHbl Moen CEIEKTUBHOTO MUKPO-
OMOJIOTUYECKOTO MOHUTOPUHIA B CHEUUAIM3UPOBAH-
HBIX HEOHaTaJIbHbIX OTaejeHusX. HayuHo oOocHOBaHbI
U TIPUMEHSIIOTCS Ha TIPaKTUKE TEXHOJOTUSI PaHHEero
BBISIBJIGHUSI U HOBBI METOJ KOMOMHMPOBAHHOTO Jieye-
HUS 3alHell arpecCMBHON (hOPMblI PETMHOTATUM HEIO0-
HOIIIEHHBIX C MCIIOJb30BAaHUEM WHTMOUTOPOB aHIMO-
TeHe3a y IeTell ¢ OYEHb HU3KOW U DKCTPEMAJIbHO HU3KOM
maccoir Tena. lllupoko BHeApeH ajaropuT™M Jy4eBOM
NUATHOCTUKU  PECIIMPATOPHOTO  JIUCTPecC-CUHApoOMa
U BPOXIEHHON IMHEBMOHWM, PaHHEE BbISBICHUE TaTO-
JIOTMM Ta300€IpEeHHBIX CYCTaBOB C KOMILIEKCHOM OIlIeH-
KOW KJIMHUYECKUX, JTAOOpaTOPHBIX M YIBTPAa3BYKOBBIX
naHHblX. HayyHo nmokazaHa uMH(pOPMATMBHOCTH ITOKa-
3arejieil LepeOpabHON M COMATMYECKOM OKCHMMETPUU
Npu MPOBEIEHWM WHTEHCUBHON Tepanuyd HEJOHOIIEH-
HBIM JIETSIM M 00OCHOBAaHO MCITOJIb30BaHUE ITUX TMOKa-
3aTesieil 11t MUHUMU3AlMY MHBAa3UBHBIX BMEIIATeIbCTB
1 KPOBOCOEPEXKEHUS.

K wuHaukaTtopam 310poBbs UM 3(PHEeKTUBHOCTH
opraHu3aluyd MEIUIIMHCKONH TTOMOIIM HEJOHOIIEH-
HBIM JIETSIM OTHOCSITCSI ToKasaTejlud HX 3a0oJieBaeMo-
CTU M CMEpPTHOCTM, 4YacTOTa POXIEHWI M BbIKHBae-
MoOCTHU AeTeil ¢ maccoii Tena MeHee 1500 1, oTHOIIEHME
MEPTBO- U XXWBOPOXIECHHBIX AETEN C MACCOM TeJla MEHEe
1000 r [4]. HecmoTpss Ha coBepIIeHCTBOBAHNE METOIOB
WHTEHCUBHOW Tepariui U pPecrnupaTOpHOMN IMOIIePKKU
MPU BbIX&XKMBAHUU HEIOHOILIEHHBIX IETei, COXpaHSIETCs
BEPOSITHOCTb BBICOKOW CMEPTHOCTM M WHBAJIUAM3ALNMU,
0COOEHHO CpelM POXACHHBIX C 3KCTPEMaJibHO HU3KOM
Maccoii Tesa. AKTyaJlbHbIM BEKTOPOM HayYHbBIX UCCIIEI0-
BaHMI SIBJISIETCS] U3yUY€HUE U MOHUTOPUHTE MEXXIYHapO/I-
HBIX MHAUKATOPOB COCTOSIHUSI 370POBbSI HEIOHOIIEH-
HBIX JeTeil 1isT oleHKM 3(P(EKTUBHOCTU JICCTBYIONICH
CUCTEMbI TEePUHATAJIbHON MOMOIIM, TEXHOJOTUI Jieye-
HUS U MEIMIMHCKOM NMTPOPUIaKTUKU.

IHeab uccnemoBanusa: oleHka 3(PHEKTUBHOCTU BHE-
JNPEHUSI TEXHOJOTUI BBbIXaXKMBAHUSI HEIOHOIIEHHBIX
JIeTell Ha OCHOBAHUM PETPOCIIEKTUBHOIO aHAJIM3a MOKa-
3aresieil nx 3a00J1eBaEMOCTH, CMEPTHOCTHU U BBIKMBAEMO-
CTU POXIEHHBIX C 9KCTPEMAJIbHO HU3KOU Maccol Tena.

MaTepuan n metoabl uccnenoBaHus

IIpoBeneH peTPOCIIEKTUBHBIN SMUIEMUOIOTTIECKIIA
aHaM3 aOCONIOTHOTO M OTHOCUTEJIBHOTO YKCJIA JKHUBO-
POKIEHHBIX HEIOHOIIEHHBIX JAeTeil, MXx 3abojeBaeMo-
cti u cMeptHocT B Pecnybnmke bemapych 3a mepuon
2002—2016 TT. Ha OCHOBAaHWU JAHHBIX TOCYIAPCTBEHHBIX
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craructudeckux Gopm otuetTHocTr (DPopma No32 «Otuer
0 MEIMLMHCKON TIOMOIIM OepeMEHHBIM POXKEHUIIAM
n ponwibHuLaM» 2005—2010 . u «®@opma 1 — nmomolip
o6epemeHHbIM (Munsapa)» 2011—-2018 rr.). CrpykTypy
3a00J1€BAEMOCTM  COCTaBUJIM HO30J0TMYEeCKHE (POpMbI
3aboseBanmii 1 KimaccoB o MKBbB-10: octpeie pecrimpa-
topHble nHMGekumu (JO0—J06; J10—J11; J20—J22), mHeB-
MoHus (J12—J18), nndekunn Koxu 1 MOAKOXKHON KIeT-
yatku (L00—LO08), BpoxkaeHHble aHomamuu (Q00—Q99),
OTJIEJIbHBIE COCTOSIHUSI, BOBHMKAIOIIME B TIEpUHATATBHOM
niepuone (P00—P96). B pacueT mokasareneii HeoHaTalb-
HOW CMEPTHOCTH OBUTHM BKJTIOYEHBI JIETH, YMEPIITUE B POIO-
BCITOMOTATEIbHBIX YIPEKIACHUSIX U JIPYTUX CTaloOHapax
B Bo3pacte oT 0 10 28 cyT. OTHOCUTEbHBIN TTOKa3aTeslb
paccunTtbiBajv Ha 1000 XXMBOPOXKIEHHBIX 32 OTYETHBIN TO1
(%o0). InHaMuKy TToKa3aTesieil OlleHUBAJIM 110 HarpaBJIeH-
HOCTU JIMHUM TpeHIa MpU 00paboTKe AAHHBIX METOIOM
arMmpOKCUMALIMKM Y CIJIAKUBAHUS C PACUETOM BETUYMHBI
JOCTOBEPHOCT R?; HOCTOBEPHOCTH MHOTOJIETHEH IUHA-
MUKW OLEHUBAIM MO KPUTEPHIO Koppesaiun CrnimpMeHa
U TIpMHUMAaM 3Haunmoit rpu p<0,05.

PesynbTaThbl M 06CyXAeHNe

IMpn crabunmMsauny YacTOTHI TPEXKIEBPEMEHHBIX
ponoB B Pecnyonuke benapych Ha yposHe 3,9—4,1%
3a 2016—2018 . moig HENOHOLIEHHBIX JeTed Ccpenu
SKUBOPOXICHHBIX ~ PETUCTPUPOBaJiach B JWAaIa3oHe
4,1-4,7%. Haubonee yacTto oTMeYasics ITOKa3aTeslb
4,2% — B 2009—2010 r=. u 2014—2017 rr., B 2018 T. —
4,4%. AOGCONIOTHOE YHCIO HeNOHOIIeHHbIX B 2016 T
coctaBuiio 4981 u yBeamumioch Ha 22% 10 CpaBHEHUIO
¢ 2002 . (R?>=0,87). 3a 2017 . paHblIe CpOKa POAUIUCH
4348 nereii, 3a 2018 . — 4184. Yucno mereit ¢ maccoit
tena 500—1499 r na 100 poauBIIMXCS KMBBIMU 3a aHa-
JIN3UPYEMBIIA ITepUOJ yBeInuniaoch B 1,5 pasza (R>=0,67).
AOCOJIOTHAs YMCIEHHOCTh JIaHHOM KaTeropyuu MJajeH-

0,0 40 4,0 8,0

OBMEH OlbITOM

ueB B 2016 . cocraBuiaa 869 M npeBbiCUIA TTOKa3aTeNlb
2002 . Ha 63% (R?=0,92), nperMyILIECTBEHHO 3a CUET
JIeTel ¢ O4eHb HU3KOU Maccoll Tejia py POKIACHUM.

B benapycu wyacrota mpexneBpeMeHHBIX POIOB
M HEIOHOIIEHHBIX JeTeil 3HAYMTEIbHO HIKE MMPOBBIX
nokazareneii. B 2010 . cpenHeMUpoBOEe YUCIO JETEH,
POIMBIIMXCS B CPOKE TecTaliu MeHee 37 Hell, COCTaBUIIO
11,1 Ha 100 )xrBOpOXIeHUI. bl OTMEUEeHBI 3HAYUTE b~
HbIE Pa3IMuMs B ITOKA3aTeNIsIX IO PerMOHaM MUpA C Tuaria-
30HOM OT 5% B HECKOJIBKUX €BPONEHCKUX cTpaHax 10 18%
B OTIENBbHBIX apuKaHCKUX TocymapctBax [4—6]. Ypo-
BeHb TpexaeBpeMeHHbIX poaoB B CIIIA coctaBur 9,98%
B 20101, 9,57% — B 20141 u 9,93% — B 2017 ., nons
neTeil ¢ HU3Koi Maccoii tesa meHee 2500 T mpu poxie-
Hun — ot 8,15% B 2010 . 1o 8,28% B 2017 1. [7, 8]. Cpenu
>XKUBOpOXIeHHBIX Poccuiickoit denepanyu B 2019 . mosist
JieTeit ¢ HU3KOM Maccoii Teta cocraBuia 6,21% [9].

YacToTa poxXaeHUs MJIaIeHIIEB ¢ MacColi Tela MeHee
1500 r B benapycu Oblj1a HAa HU3KOM CTaOWJIbBHOM YPOBHE
(0,6—0,7%) 3a mepuon 2002—2010 rr. B 2017-2018 .
JIaHHbBIN Mokaszaresab yBenaunuuics g0 0,8—0,9%. B Poc-
CUM JOJIST HOBOPOXKIEHHBIX 3TO BECOBOW KaTeropuu
coctaBuia 0,95% B 2016 . 1 1,06% B 2019 1. [9]. B CIIIA
YHCJIO MJIAICHIIEB, POAUBIINXCS C OUeHb HU3KOM Maccoit
tena, B 2010 . coctaBwio 1,45% u k 2017 . cTabuin3u-
poBasioch Ha ypoBHe 1,40—1,41%, naumnas ¢ 2013,
10 CpaBHEHUIO C MaKCUMaJbHbIM 3HaueHueM 1,49%
B 2005—2007 rr. [7]. B eBpomneiickom pernoHe B 20151
OYeHb HM3Kas Macca TeJjia Py POXKIECHUN perUCTpUpOBa-
nach y 0,6—1,4% xuBopoxaeHHBbIX [10].

OrtHollleHHe abCOJIOTHOTO YMCIa XXMBO- K MEPTBO-
POXIEHHBIM AeTsIM ¢ Maccoit Teaa meHee 1000 r ompe-
JIeIsIeT YpOBEHb OpraHu3aluyd M (YHKIIMOHUPOBAHMS
nepuHaTaJIbHOM moMoiu B peruoHe. B benapycn man-
HBII TTOKa3aTe/Ib 3HAYMTEbHO YBEJIMUMJIICS 32 aHATU3U-
pyembiit iepuon 2002—2018 rr. (puc. 1).
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Puc. 1. OTHOIIEHHE aOCOTIOTHOTO YHMCJIA KMUBO- K MEPTBOPOKIEHHBIM IeTAM ¢ Maccoii Tea 500—999 r 3a mepuox 2002—2018 rr.

B Pecniyomke Benapych (coctaBiieHo aBTOPOM).

Fig. 1. The ratio of the absolute number of live-to-stillborn children with a body weight of 500—999 g for the period 2002—2018

in the Republic of Belarus (composed by the author).
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Thedsko T.B. TexHOTOTUY BHIXXUBAHUS HETOHONICHHBIX IETEl: NHANKATOPHI (D (OEKTUBHOCTH BHEAPEHS

B cpenHeM oTHoIIeHUE aGCOMIOTHOTO YKCIa KUBO-
K MEPTBOPOXIEHHBIM JAeTAM ¢ Maccolt Tesa 500—999 r
3a 2010—2018 rr. coctaBmio 10,0, uto B 7 pa3 mpe-
BhIIIajo TakoBoit 3a 2002—2009 rr. — 1,39. Ilporpec-
CHUBHBIIA pocT maHHoro mnokasareist (R?=0,83) cran
PE3yJIETaTOM COBEPIICHCTBOBAHUSI OPTaHU3AlUU MEIH -
LIMHCKOM TToMo1u U yTBepxaeHus B 2010 1. HopmaTuB-
HBIX JOKYMEHTOB, BKJIIOUYasi MOJOXEHWE O Pa3HOYPOB-
HEBOM cUcTeMe TMepUHATaIbHON MOMOIIU W TOPSIKe
ee ¢yHkuMoHupoBaHusi B Pecnyosnuke benapych,
BHEIPEHUs 310POBbeOOPA3YIONINX TEXHOJIOTHI BbIXa-
KMBAaHUS HEIOHONIEHHBIX aeTeil. OKkaszaHuWe Meau-
IIMHCKOM TOMOIIM HauboJjee TSIKEIOMY KOHTUHTEHTY
HOBOPOXIEHHBIX, BKJIIOYasl IIyOOKO HEIOHOIICHHBIX,
U CO3JaHNe ONTUMAJbHBIX YCIOBHUI JJISI OCYLIECTBIIE-
HUS JIe4eOHOro mpoliecca Ha OCHOBE MCIIOJb30BaHUS
COBPEMEHHBIX JIe4eOHO-TMarHOCTUYECKUX TEXHOJOTUIA
onpeaeneHo mis -1V ypoBHs okazaHus mnepuHa-
TaJIbHOM MTOMOILLIU.

ITo ony6nukoBaHHbIM gaHHBIM, B 2009 . B aKyiiep-
ckux crauvoHapax Poccuiickoit ®epepaunu  29,6%
nereii ¢ Maccoit Tesa ot 500 10 999 r ponuarch XKUBBIMU,
70,4% — MepTBBIMM, OTHOLLIEHUE cocTaBwio 1:2,38. B 44
cyobekTax Poccnu 1maHChl poXIeHHMSI MEPTBOTO TLIOAA
B 9TOI1 BeCOBOM KaTeropuu Obut Beime 1,3 [11].

B sKoHOMUWYECKM pa3BUTBIX CTpaHaX MUpa COOT-
HOIIIEHWE XWBO- K MEPTBOPOXICHHBIM CpeIu JeTeid
C OKCTpeMaJlbHO HM3KO Maccoil Teia pernucTprupoBa-
Jock B nipenenax 1:1—1:2. CymecTBeHHOe peodiagaHue
MEPTBOPOXKIECHHBIX CPEIM JeTeil 3TOM KaTeropuu CBU-
JIETEIbCTBYET O Je(peKTaX B OpraHU3aluy MeIUIIMHCKON
MTOMOIIM KEHIIWHAM C TPeXIeBPEMEHHBIMU pOIaMU
Ha cpokax OepeMeHHOCTM oT 22 no 28 Hea U HOBO-
POXIEHHBIM C 3KCTpeMaJlbHO HM3KOM Maccoil TeJa,
a B psAle ClIydyaeB O HECOOJIOACHUM KPUTEPUEB KUBO-
poxaenus [12]. Tpancdopmaiinsi COOTHOLICHUST POAVIB-
IIUXCS XUBBIMM M MEPTBBIMU B CTOPOHY pOCTa JOJIU
SKMBOPOXICHHBIX B TPYIIIIE IeTei ¢ OUeHb HU3KOI 1 3KC-
TpeMaJIbHO HU3KO# Maccoii Teiia, ocobeHHo B 2012,
CBsi3aHa ¢ TepexoaoM Poccuy Ha HOBBIE KPUTEPUU Peru-

1] T

CTpalyy XKUBOPOKICHHBIX, peKOMeHI0BaHHbIe Bcemup-
HOI opraHmu3alueil 3gpaBooxpanenus [13].

Ha ¢oHe coBepiieHCTBOBAaHUSI ~ MEIWIIMHCKOM
IMMOMOIIY BBDKMBAEMOCTh HEJOHOIIEHHBIX JIeTeil pacTeT
¢ KaXIbIM rofoM. B HacTosiiee BpeMs B 93KOHOMUYECKU
Pa3BUTBIX CTpaHax, TMepelleaInX Ha KPUTepUM KUBO-
poxaeHuss BceMupHOl opraHM3aluy 3ApaBOOXpPaHEHMS
oonee 30 et Ha3am, cpeau aeTeil ¢ maccoii tena go 500,0 T
BokuBaT 10—12%, ¢ maccoit ot 500,0 r 1o 749,0 r —
50%, ¢ maccoii ot 750,0 r 1o 1000,0 r — 80—85% [14].

IToka3zareb BEDKMBAEMOCTH JIETEl ¢ DKCTPEMabHO
HU3KOI Maccoii Tejia pu poxneHuu B Poccuu B 2016 .
coctaBwil 39 ycrnemHo TIPOJEYEHHBIX HOBOPOXIEH-
HbIXx Ha 100 meTeil ¢ COOTBETCTBYIOLIEH Maccoil Teja
npu poxaeHuu. CeBepo-3anagHblii  enepanbHbIN
OKPYT B 1IEJIOM OTJIMYaJCS OT OCTaJbHBIX PETMOHOB
Poccuiickoit denepalii 1OCTOBEPHO BHICOKUM ITTOKa-
3aTesieM BBIKMBAeMOCTH, KOTOpbiii B 2016 I. cocTaBuI
58 HOBOPOXIEHHBIX, YCIEUIHO TPOIISAIINX Jieue-
HUE B OTAEJICHWU MaToJorMu Ha Kaxaeie 100 merei
C 9KCTpeMaJIbHO HM3KOM MacCoi Tela TIpU POXIe-
HUM, 9TO TPEBBICUJIO TTOKa3aTesb 1o Poccum B 1enoM
Ha 48,3% (p<0,05) [15].

B benapycu BbDKMBaemMocTh 10 | roma miancHIIEB
¢ maccoii Tena 500—999 r npu poxaeHUN yBeIUYUIaCh
3a 2002—2016 rr. B 2 pa3a (R>=0,85). B 2018 . peru-
CTpUpOBaJics HamboJbIIMii ypoBeHb — 81,5% (puc. 2).
Crabmimsanus Iokasarteiss BbDKMBaeMOCTH 10 1 roma
HOBOPOXJEHHBIX C 9KCTPEMAJILHO HU3KOW Maccoi TeJjia
TIpY POXICHUU Ha ypoBHe bosiee 70% otmedeHa ¢ 2010 r.
rnmocje Havyajda (QYHKIMOHUPOBAHUS pPa3HOYPOBHEBOI
CHCTEMBI OpTaHU3aluY TIepUHATATLHON TTIOMOIIIHN.

Wcxonpl 3a001eBaHUii U pe3yabTaThl JeYEHUs MJia-
JIEHIIEB C OYeHb HM3KOW U DBKCTPEMaJIbHO HU3KOI
Maccoi Teja MpU POXICHWU 3aBUCAT OT YPOBHSI opra-
HU3aLKUKU TTepUHATATIbHOM TTOMOIIY (BKJIIOYas MepBUY-
HYIO peaHMMalldio B POAUJIBHOM 3ajie), MaTepHalbHO-
TEXHUYECKOTO M KalIpOBOTO OOECIIeYeHUsI, COCTOSTHUS
HWCXOIHOTO 3I0POBbSI HOBOPOXIEHHBIX. [lo maHHBIM
T.I. IembssHOBOI 1 coaBT. [16], Toabko 10% miageHIEeB,

TogeI

2002 2003 2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015 2016 2017 2018

Puc. 2. Bouxkuaemoctb (%) 1o 1 ropa nereii ¢ maccoii Teaa 500—999 r npu poxnennu B Pecnyoiuke Benapycs 3a 2002—2018 rr.
(cocTaBlieHO aBTOPOM).

Fig. 2. Survival rate (%) up to 1 year of children with a body weight of 500—999 g at birth in the Republic of Belarus for 2002—2018
(composed by the author).
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POIVBIIMXCSI TJIYyOOKO HEIOHOIIEHHBIMU, JOXKWBaIN
no 1 roga. B BopoHexckoii obnactu K 2012 . Ha doHe
YBEJIMUEHMS YK CIIa JKUBOPOKAESHHBIX B TIOATPYITIE OeTei
C DKCTpeMaJIbHO HU3KOI Maccoil Tejla BBLKUBAEMOCTh UX
1o 1 roma yBemumiach B 2 pa3a u coctaBuia 43,4% [17].

IMokazaTenu 3a00yieBa€MOCTH U CMEPTHOCTHU TJIy-
OOKO HETOHOIIEHHBIX HOBOPOXICHHBIX, OCOOEHHO
C KpaillHEW CTEIEeHbI0 HE3PEIOCTU, 3HAUYUTEIBHO Baph-
HUPYIOT U 3aBUCAT OT COIMAIBHO-9KOHOMUYECKHUX MPEe/I-
MOCHIJIOK, YPOBHS OKa3aHWUS MEIULMHCKON TTOMOIIN
U UCXOOHBIX XapaKTepUCTUK HOBOPOXAEHHOTO. TeM
He MeHee, HaXOIsCh B OTHOCUTEJIBHO PaBHBIX YCIIOBUSIX,
KaXJblii HOBOPOXXIECHHBIN MMEET CBOM «3arac Ipoy-
HOCTHM», KOTODPBII OIpeaeisieTcss OWOTOTUYECKUMU,
TeHETUYECKUMU (hpaKTOpaMu, OCOOEHHOCTSIMU TEUCHMUSI
MepUHATaIbLHOTO MePUOoaa U MHOTOYMCIICHHBIMU BHEIII -
HUMU rpuauHamu [18—20].

3a0ojieBaeMOCTh  CpeId HEJOHOIIECHHBIX JeTeil
B 2002—2018 rr. perucrpupoBajiach Ha CTaOMJIBHOM
ypoBHe (R?>=0,02) B mmanasone or 1783,2 mo 3297,1%o
(puc. 3). B cpenHem 3a001eBaeMOCTb POXKIEHHBIX C 3KC-
TpeMaJlbHO HU3KOW Maccoil Tena B 1,5 pasa mpeBbI-
Iajia TAKOBYIO B TIOMYJISILIMM HEJTOHOIIEHHBIX pEerroHa.
IMpu oneHKe HaANpaBIEHHOCTU TWHAMUKM MOKazaTeseit
ycTaHoBIeHO, uTo 3a 2002—2010 rT. oT™Mevascs CTaTUCTH -
YeCKU 3HAYMMBIN pOCT 3a00JIeBAEMOCTH HEAOHOIIIEHHBIX
(R>=0,80; p<0,05). Ilpu BHeApeHUM Pa3HOYPOBHEBOW
CHUCTEMBI TEepUHATAJIbHONM TOMOIIM M 3I0pOBbeoOpa-
3YIOIIMX TEXHOJIOTUIl BBIXaKUBAHUSI HEIOHOLIEHHBIX
JeTeil TIoKasaTeJiM WX 3a00JIeBa€MOCTU 3HAYMTETbHO
camswmch Kk 2016 (R>=-0,89; p=0,001) u coxpa-
HUJIM OTPUILATENIbHYIO HallpaBieHHOCTb B 2017—2018 T
B nunamuke oOuieii 3a00ieBAEMOCTA HOBOPOXKIEHHBIX
¢ maccoit Tena 500—999 r ormeuasncs pocT IoxKasaTeyneit
3a 2002—2010 roast (R?=0,93; p<0,05) u ux cratucruye-
cku 3HaunMoe cHinkeHue K 2016 . (R?>=0,89; p<0,05), a
Tak Xe fganbHeiiee ymeHbleHue B 2017—2018 rr.
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B paHroBoit CTpykType NpUYMH 3a00JIeBaeMOCTU
Yy HEIOHOIIEHHBIX HOBOPOXKIECHHBIX Ha IEPBOM MeCTe
¢ 2008T. oTMeYeH CHHAPOM pPEeCIMpPaTOPHOTO pac-
CTpOICTBA M Apyrue AbIxaTesibHble HapylieHust (P22,
P24—P28), yactora pa3BUTHs KOTOPBIX CTaTUCTUYECKU
3HAYMMO yBeJIMuMBaiach 00 549,5%o 8 2016 . (R?=0,72;
»<0,05) u 6buta MakcuMasnbHoi B 2017—2018 1. (puc. 4).
CHMXeHME 4YacTOThl Pa3BUTHUSI BHYTPUYTPOOHOW THII-
okcum U acukcuum B pogax (P20, P21) 3aperucrpupo-
BaHO B IMHAMUKe aHanmsupyemoro repuona (R*>=0,93;
p>0,05). YcTtaHOBIJIEH 3HAYMTEIbHBIN POCT 3a00JIeBaEMO-
CTU HEIOHOIIEHHBIX NeTell WMHGEKIUIMU, Crelnnpud-
HBIMU JUIs1 iepuHataibHOro nepuona (P35, P37, P39.2,
P39.8, P39.9), x 2016 . o 104,4%0 n MaKcUMaJIbHBII
B 2018 . — 119,8%0 (R?>=0,83; p<0,05). Ormeuanach cra-
OuIbHAs YacToTa Pa3BUTHUSI BPOXACHHOW ITHEBMOHUU
(P23), xotopast B 2002 1. coctaBuna 64,3%o, B 2016 T —
124,1%0, 82018 . — 101,3%0 (R?>=0,24; p>0,05).

IIpu oueHKe AUHAMMKHU 3a00JI€BAEMOCTH OTIEIb-
HBIMU HO30JIOTMYECKUMU (opMaMK Cpeau HeZOoHO-
IIEHHBIX JeTeil, BKJIIoUash POXIECHHBIX C Maccoil Teia
500—999 1, ¢ yyerom BpeMeHHBIX ItepuomoB 2002—
2009 . u 2010—2018 rr., xapakTepu3yrolmnx (yHK-
LIMOHUPOBAHUE TIEPUHATAIBHON TIOMOIIU IO W TIOCIHE
BHEAPEHUS Pa3HOYPOBHEBOM CTPYKTYPHI, YCTAHOBJICHBI
pa3HOHampaBjeHHble u3MeHeHus. 3a mepuon 2002—
2009 rr. ctabubHOM ObLIa 3a00JIeBA€MOCTh CUHIPOMOM
pecniupaTopHoro paccrpoiictea (R?=0,0004; p>0,05),
WHOEKIUAMU, CTEUUOUIHBIMUA JJIsI TTepUHATATbHOTO
nepuona (R?=0,46; p>0,05). Ormeyanach TeHIEHLMS
K CHUIKEHMIO YaCTOThI Pa3BUTUSI BHYTPUYTPOOHOM THTI-
okcuu u achukcun B ponax (R*>=0,64; p>0,05) Hapsioy
C POCTOM YacTOTHI BpoXaeHHOI mHeBMoHn (R?>=0,89;
p<0,05). BHenpeHre HOBbIX OpraHU3allMOHHbIX, Jieueo-
HO-TIPOPUIAKTUIECKUX M JMATHOCTUYECKUX TepU-
HaTaJbHbIX TexHojoruii ¢ 2010 . cmocoGCcTBOBAIO CHU-
KEHUIO 3a00J1eBaeMOCTM  BPOXKIEHHOW ITHEBMOHUEH
Kk 2018 (R>=0,91; p>0,05). OrmeuyeHa TeHIEHLMS
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Puc. 3. 3aboeBaeMoCTh HeJIOHOIIEHHbIX U JeTeil ¢ Maccoii Tena 500—999 r B Pecnyosmmke Benapych 3a mepuox 2002—2018 rr.

(cocTaBlieHO aBTOPOM).

Fig. 3. Indicators of morbidity of premature babies and children with a body weight of 500—999 g in the Republic of Belarus

for the period 2002—2018 (composed by the author).
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Puc. 4. 3aboeBaeMOCTb OTIEIbHBIMI HO30JI0THIECKIMH (hopMamu y HeloHOIEeHHbIX feTeii 3a 2002—2018 rr. (cocTaBieHO aBTOPOM).

Fig. 4. The incidence of certain nosological forms in premature infants for the years 2002—2018 (composed by the author).

K YMEHBIIEHUIO YacTOTHl Pa3BUTHUSI BHYTPUYTPOOHOI
runokcuu u achukcnu B ponax (R>=0,68; p>0,05), cra-
ousm3anus 3a00eBaeMOCTH UH(EKIUSIMU, crielnpuy-
HBIMH [T ITepuHaTajabHoro nepuoga (R>=0,33; p>0,05).
Hawnbosiee yacTeiM 3abosieBaHUEM Yy HEIOHOIIEHHBIX
JeTel ObIT CHHAPOM PEeCITUPATOPHOIO PacCTPOMCTBA CO
3HAYUTEJIbHBIM POCTOM ITOKa3aTessl B AMHAMUKE aHa-
nmsupyemoro nepruoga (R>=0,84; p<0,05). Y HOBOpOX-
neHHbIX ¢ Maccoit Ttena 500—999 r naHHast matoJsiorust
(P22, P24—P28) B 2018 . coctaBmia 850,5%0 0Oe3 cra-
TUCTUYECKU 3HAYMMBIX pa3uIvdii Ha MPOTSKEHUM
aHanusupyemoro mepuona ¢ 2002 . (R?>=0,27; p>0,05).
JlvHamMuka 3a00/1eBa€MOCTU BPOXKICHHOW IMTHEBMOHUEH
(P23) y nereit sTOli KaTeropuu uMmeja pasHOHAINpaB-
JIeHHbIe XapakTepuctuku. 3a mepuon 2002—2009 rr.
OTMeYaJIuCh pocT mnokazateias ¢ 117,0 mo 263,4%o
(R*=0,77; p<0,05) u nanpHeiiiee cHuxeHue Kk 2018 .
10 123,7%o0 (R?>=0,75; p>0,05).

I1o nanneM PoccTara, B 2019 1. 3a001€BaeMOCTh HEZIO-
HOILIEHHBIX, poauBLIKXcs ¢ Maccoit Tena 1000 r u Gonee,
pecrpaTOPHBIMU HAPYIIEHUSIMUA, BO3HUKIITUMM B TIEPU-
HaTaJIbHOM Iepuoje, cocraBuia 515,9%o, BKiouast Bpo-

o
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KIeHHYI0 MHeBMOHMIO (82,3%0). Cpean XXUBOPOXKIEH-
HBIX ¢ Maccoit tena 500—999 r yactora IbIXaTeTbHBIX
paccTpoOiCTB perucTpupoBasachk Ha ypoBHe 691,4%o,
BKJTIOYAst BPOKAEHHYIO TTHeBMOHUIO (227,8%0) [9].

Jima aHanmm3a KIMHUYECKON 3(PMOEeKTUBHOCTU Jieueo-
HO-IMArHOCTUYECKUX MEPOIPUSTUIA Y HEIOHOILIECHHBIX
JIeTeid Tpu  3a00JIeBaHUSIX TIepUHATAIBHOTO Tepuoa
HCTIOIB3YIOTCS TTOKA3aTe I CMEPTHOCTH, KOTOPbIE XapaK-
TEPU3YIOT TSKECTh TEUSHUsI M KadecTBO JieyeHms. Pec-
MyOJIMKAHCKUI TTOKa3aTellb CMEPTHOCTU HEJIOHOIIEHHBIX
JeTell YMEHBIIWICA B 4 pa3a M ¢ MaKCUMaIbHOTO 2,79 %0
B 2002 1. tocTUT MUHUMAJIBHOTO ypoBHS K 2018 . — 0,65%0
(R?>=0,77; p>0,05; puc. 5). UHTEeHCUMBHO MTOKa3aTe/Ib CHU-
xauncst 3a 2002—2009 romer (R?>=0,95; p>0,05) u cradu-
yusupoBaics nocienaue 9 aer (R>=0,07; p>0,05), yemy
CITOCOOCTBOBAJIO  BHEAPEHUE pPa3HOYPOBHEBOW — opra-
HU3ALMKA TepUHATAJIBHON IMOMOILIM M LEHTpaJIU3aLus
PaHHUX TIPEXIEBPEMEHHBIX POJOB B CHELMAIU3UPO-
BaHHBIX YYPEXKICHUAX C COBPEMEHHBIM 00OpYIOBaHHEM
1 BBICOKOKBATM(PULIMPOBAHHBIMU CIEIIMAIMCTAMU, Pa3-
paboTKa M MpaKTUIeCKasl peayn3alius 310poBbe0Opa3yro-
LIMX TEXHOJIOTUI BBIXXKMBAHUS HEJOHOILIEHHBIX JETEA.
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Puc. 5. CMepTHOCTDb HelOHOIIEHHBIX jeTeii B Pecnyosmke Benapych 3a 2002—2018 rr. (cocTaBieHO aBTOPOM).
Fig. 5. Mortality Rates of premature babies in the Republic of Belarus for 2002—2018 (composed by the author).

POCCUVICKWIA BECTHUK NMEPUHATOJIONMW U MNEANATPUM, 2021; 66:(3)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)

107




CMepTHOCTDb Cpel HOBOPOXKIIEHHBIX ¢ Maccoit Tesa 500—
999 r 3a aHanusupyeMsblii niepuon 2002—2018 rr. cokpa-
tutack B 5 pas (R>=0,78; p>0,05) ¢ 590,4%0 mo 118,6%c.
HaubGonee  MHTEHCHMBHOE  CHMXXEHHME  OTMEYaJloCh
B 2002—200 rr. (R?>=0,95; p>0,05) 1 cTabMIN3MPOBATIOCH
(R?>=0,04; p>0,05) nociennue 9 Jiet.

IMokazaTtenu BBDKMBAEMOCTM W CMEPTHOCTH TJIy-
OOKO  HEJOHOLIEHHBIX  HOBOPOXICHHBIX  3aBUCST
HE TOJIBKO OT MX MacChl TeJIa M TeCTallMOHHOTO BO3pacTa,
HO M OT T10J1a, MHOTOITJIOAHOCTH, TOPOIOBOTIO MPpUMEHE-
HUST KOPTUKOCTEPOUIOB, a TAKXKE TSKECTHU JTBIXaTeIBHBIX
paccTpoiicTB u nHAeKca okcureHauuu [18—20]. Mo naH-
HbIM Poccrata, B 2019 . cMepTHOCTb AeTelt ¢ Maccoii Tejia
1000 r 1 Gojiee B pOMOBCIIOMOTaTENIbHBIX YUPEXKICHUSIX
cocraBuia 10,08 Ha 1000 >krBOpOKIEHHBIX HEAOHOIIEH-
HBIX, a CpeIr MiTafieHLIeB ¢ Maccoli Tea 500—999 r B rep-
Bble 0—6 cyT — 135,6%0 [9].

BbiBOAbI

1. Hona HemoHomeHHBIX B PecryOmmke bemapych
crabunusupoBajiach Ha ypoBHe 4,2—4,5% c yBenuude-
HueM K 2016 . aBCOJIIOTHOIO YKCIIa TaKUX JETei, BKIIO-
yasi poXJIeHHBbIX ¢ Maccoii Tena meHee 1500 .

2. CooTHomleHME aOCOJIOTHOTO Yuciaa KHWBO-
1 MEPTBOPOXICHHBIX C 3KCTPEMATbHO HU3KOM Maccoi
3a MOCJEeIHUE TOAbl MHOTOKPATHO TPEBBICUIO TaKOBOE
Ha HayaJIbHOM 3Tare aHaM3upyemoro repuosa (p<0,05).

3. BepkuBaemocTb g0 1 roma mulaigHIIEB C Maccoit
tena 500—999 r npu poxkAEeHUN YBEINUWIACH 3a TIEPUOL,
2002—2016 rr. B 2 pa3a, MaKCcUMajbHas BbDKMBAEMOCTh
(81,5%) peructpuponanach B 2018 .
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Danon disease in children: view of a pediatric cardiologist

L.A. Gandaeva', E.N. Basargina®?, O.P. Zharova', K.A. Zubkova', A.A. Pushkov', V.G. Kaverina’',
V.1. Barsky', A.P. Fisenko!, K.V. Savostyanov’

'National Medical Research Center for Children’s Health, Moscow, Russia;
2Filatov Clinical Institute of Children’s Health of the Sechenov First Moscow State Medical University, Moscow, Russia

Bonesns /lanoHa — peakoe HAC/eACTBEHHOE 3a00JeBaHKe C NMPEUMMYIECTBEHHBIM MOPaXKeHHEM Cepala M CKeJIeTHOM MYCKY-
aatypel. Bose3np /IaHoHA OTHOCUTCS K JIM30COMHBIM 00JI€3HSIM HAKOIUIEHHS, HMEET TsKejoe, Mporpeccupyioniee Teyenue
U HepeJKO MPUBOINUT K PAHHEMY JieTajdbHOMY ucxony. OcHOBHOI npuunHOii 00sie3Hu /laHoHA ciayxkat myTanuu B rene LAMP2,
PACHOJI0KEHHOT0 B XPOMOCOMHOI 001acTn Xq24—q25. Tun HacnenoBanus 6o0ae3nu Jlanona — X-cuenjieHHbIi JOMHUHAHTHBIIA,
Y KeHIIUH HA0JI01aeTcs 0oiee MATKUIA (heHOTHH ¢ MOpaXkeHneM cepla B cTapieM Bo3pacte. Bnepsbie 3a00/1eBaH1e ObLIO ONHU-
CAHO Y MAJIbYMKOB C KapAHOMUONATHAMM, TSAXKeJIbIM MOPAaKEHHEM MBILII ¥ YMCTBEHHOI OTCTAJI0CThIO. B cTaThe mpeacrasien
0030p COBPEMEHHBIX NpeACTABJIEHUI 0 00s1e3HH [LaHOH U KIMHUYECKHe HAOII01eHns oTaesieHns Kapauoaorud HannonanbsHoro
MeJIMIUHCKOTO MCCJIe0BaTeIbCKOr0 EHTPa 310poBbs aetei, rae ¢ 2014 mo 2020 r. mox HaG 0IeHNeM HAXOAWINCH 5 manu-
E€HTOB MYKCKOTO 10JIa, CPeJHUii BO3PACT MOCTAaHOBKM auarHo3a 13,2 roga. Ilpu nadoparopHom obcaenoBanum y 3 00JbHBIX
0TMEYaJI0Ch 3HAYMTEJIbHOE MOBbIlIeHHe Mapkepa cepaeyHoii HepoctaTounocTu (NT-proBNP) — Goxnee 5 tbic.nr/mia, y 4 —
NOBbIlIEHHEe BHYTPUKJIETOUHBIX (hepMeHTOB OoJsiee 2,5 Hopm. Ha aiekTpokapaunorpaMme y Bcex NalMEHTOB 3aperHCTPUPOBAH
tenomen Bonbha—ITapkuncona—Yaiita. I1pu sxokapauorpacuu y 1 pedbeHKa 0TMEYEHO pPeKOe COYeTaHHe THNePTPOGUN MHO-
Kap/ia ¥ 30H HEKOMIAKTHOT0 MHOKAP/IA JIeBOT0 JKeJayA0YKka. Y 2 manueHToB HMEeJI0Ch COYeTAHHE TMIePTPO(HUIECKOTro U Tuiia-
TAIMOHHOTO (DEHOTHIIOB CO CHIZKeHHEM (paKIMU BLIOPOCA MO JAHHBIM 3XoKapauorpaduu u BpipaxkeHHoro pudpo3a Muokapaa
10 IAHHBIM MATHUTHO-PE30HAHCHO TOMOrpaduu cepaia, YTo KIMHMYECKU MPOSABJISIOCH pepaKTEPHOI K MeTUKAMEHTO3HO
Tepanuu XpOHNYECKOIi CepIedHOli He0CTATOYHOCTHIO M MOTPEOOBAJIO HANPABJIEHHUS MAIMEHTOB HA TPAHCILIAHTAIMIO CepNa.

Karoueswte caosa: demu, 6onesns Janon, LAMP2, kapouomuonamus, ounamauyuoHHulii heHomun, eunepmpogpuueckuii heHomun.

Ansa untnposauns: laHpaesa J1.A., bacapruHa E.H., XKaposa O.[1., 3ybkoBa K.A., lMywkoB A.A., KaBepuHa B.T., bapckuii B.U., ®uceH-
ko A.T1., CaBocTbsiHoB K.B. bonesHb [JaHoHa y fetevi: B3rnis4 AeTckoro kapavosora. Poc sectH nepuHaron v neguatp 2021, 66:(3): 110-117.
DOI: 10.21508/1027-4065-2021-66-3-110-117

Danon disease is a rare hereditary disease with predominant damage to the heart and skeletal muscles. Danon disease is referred
to lysosomal storage disorders with severe, progressive course and it often leads to an early mortality. The main cause of Danon
disease is the mutations in the LAMP2 gene in the Xq24—q25 chromosome region. Danon disease has X-linked dominant nature
of inheritance; women have a milder phenotype with older heart damage. For the first time the disease was described in boys with car-
diomyopathy, severe skeletal myopathy and intellectual deficiency. The article presents up-to-date review on Danon disease and case
reports of the cardiology department of the National Medical Research Center for Children’s Health, where 5 male patients were
observed from 2014 to 2020, and the average age at diagnosis — 13,2 years. During the lab examination three patients demonstrated
a significant increase of the heart failure marker (NT-proBNP) — more than 5 thousand pg/ml, the intracellular enzymes was more
than 2,5 norms in 4 patients. The Wolff—Parkinson—White phenomenon is recorded in all patients on the ECG. Echocardiography
in one patient showed a rare combination of myocardial hypertrophy and non-compact left ventricular myocardium. 2 patients had a
combination of hypertrophic and dilated phenotypes with a reduced ejection fraction on Echo and severe myocardial fibrosis on MRI
of the heart, which clinically manifested with chronic heart failure refractory to drug therapy, which required heart transplantation.

Key words: children, Danone disease, LAMP2, cardiomyopathy, dilated phenotype, hypertrophic phenotype.

For citation: Gandaeva L.A., Basargina E.N., Zharova O.P., Zubkova K.A., Pushkov A.A., Kaverina V.G., Barsky V.., Fisenko A.P., Savostyanov K. V.
Danon disease in children: view of a pediatric cardiologist. Ros Vestn Perinatol i Pediatr 2021, 66:(3): 110-117 (in Russ). DOI: 10.21508/1027—
4065-2021-66-3-110-117

Bonemb JlaHoHa — 3a0oyieBaHME M3 TPYIIILI JU30-
COMHBIX OOJIE3HEN HAKOIUIEHWSI, BO3HUKAIOIIEE
BCJICJICTBUE OTJOXEHMSI IVIMKOTEHA B KapAMOMMOIIMTAX
M KJIETKaX CKEeJETHOW MYCKYJaTypbl B pe3yjbraTe Hapy-
eHusT (QYHKIUUA JU30COMACCOLMUPOBAHHOTO MEM-
OpaHHoro nporenHa 2-ro tuna (LAMP2) [1].

Ien LAMP2 cocrour u3 9 3K30HOB, KOIMPYIO-
mux 3 uzodopmbl 6enka LAMP2: 2A, 2B, 2C. OcHoB-

HBIM TaTOoreHeTM4ecKMM akTopoM Oone3Hu JlaHoHa
seasiercst  u3zopopma  LAMP-2B,  koropass  3Kc-
MpeccupyeTcsl B CKEJIETHBIX MBIIIAX M MMOKapje
[2, 3]. BombmmHcTBO MyTaumit reHa LAMP2 3atpa-
ruBalT Bce 3 u30(hOpPMbI, OIHAKO TOJBKO ISl M30-
dopmbl  LAMP-2B  3apeructpupoBaHbl  u30(opMmcre-
uuduueckue wmyraumm reHa LAMP2: c¢.1097 1098del,
¢.1137_1140delinsTATAGCTGGTCCCAAT, c.1150G>C,
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c.1201A>G u c.1204A>T [4]. B Hacrosiiee Bpemsi B 6ase
manHelx HGMD comepxxarcs 83 maToreHHBIX Bapu-
aHTa reHa LAMPZ2, onvucaHHbIe Y MAIlMEHTOB C 0OJIE3HBIO
Hanona [5].

CornacHo jgaHHbIM R.S. D’souza u coast. [6],
MpU  MOJIEKYJISIPHO-TEHETUYeCKOM  oOciiemoBaHuu 68
MalMeHTOB ¢ 6oJie3HbIo JlaHOHA BBISIBJICHO ClIeAylolIee:
y 21 mauuenTa (13 My>kuuH 1 8 )KeHIIIMH) HOHCEHC-MYyTa-
i, y 20 (12 My>XuuH 1 8 XEHIIMH) — MyTalllu, MpU-
BOJSIIIME K CIBUTY paMKM cUuThiBaHuUs, y 19 (12 mMyx-
YUH U 7 XEHIIWH) — MyTallM, OKa3bIBalOIIUe BIMSHUE
Ha criaiicuHr. KpymHble gelelin U TyTUTMKALMU OTMe-
YeHbl y 7 1 MUCCEHC-MyTalluu — y 5 My>k4uH. [IpakTnue-
CKU BCEe MyTallMM BBISIBJIEHBI de novo, Tpu 3TOM Hanbo-
Jiee yactasi MyTallysi — MaToreHHbIi BapuaHT ¢.928G>A,
MPUBOISIINIMN K CKUTTMHTY 9K30Ha 7 [6].

Ipn corocTaBleHNN KIMHWYECKUX TIPOSIBICHUIA
U MOJIEKYJSIPHO-TEeHeTUYECKMX JIaHHBIX y 68 manneH-
TOB ¢ MyTanusmu reHa LAMP2 ycTaHOBJIEHO, UTO Y JIWIL
C MyTauMsIMU, BBI3BIBAIOIIMMM  TIPEKAECBPEMEHHYIO
TEPMUHAIMIO TPAHCIISLIMU, a TAaKKe ¢ KPYIMHBIMU Jelie-
UMy 3a0ojieBaHUEe TIPOTEeKAaeT 3HAYMTEIbHO TsIXKe-
jiee, 4yeM y OOJIbHBIX C MUCCeHC-myTauusiMu. Cambiit
paHHUI BO3PACT TOSIBJICHUS CUMIITOMOB HaOJIOmasCs
y TIALIMEHTOB C HOHCEHC-MYTaIlUsSAMU, MyTallUsIMU CIBUTA
paMKU CYMUTHIBAHUS W KPYITHBIMU JeICIIUSIMU/TyTITNKA-
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LUSIMUA COOTBETCTBEHHO: y MyxXuuH 13,5%4,9, 12,1+8,4
u 12,3+7,5 rona, y xenmmn 29,9+10,0 u 21,6+11,9 roma
(HEeT JaHHBIX O BO3PACTHBIX OCOOEHHOCTSIX Je0loTa
Yy KEHIOWH C KPYMHBIMU AeJeUUsIMU/TyTUIMKALIUSIMMT ).
MyTtauuu crulaiiciHra NpUBOIWIM K OoJiee TO3THEMY
MOSIBJICHNIO CUMIITOMOB Y MY>XXUMH U XXeHIIWH: 15,418, 1
(»p=0,31) u 37,3+12,3 roga (p=0,059) cOOTBETCTBEHHO.
ITpu MuUCcceHc-MyTalUsX MMOKa3aH CaMblii TIO3MHUI BO3-
pacTt nebiora 3abosieBaHusT Y MyxumH: 47,6%19,1 roga
(»=0,015) [6].

Knaccuueckoe mpeacrtaBieHue o Oosie3Hu JlaHoHa
BKJIIOYACT KJIMHUYECKYIO TpUamLy: KapAUOMHUOTATHSI,
CKeJIeTHast MUOTIATUSI M MHTEJUIEKTyabHast HeI0CTaTOU-
HocTh. IlpM 3TOM MOTYT BOBJIEKAThCS IPYTHe OpTraHbI
M CHUCTEMbI: IIeYeHb, JIETKHME, OpraH 3peHus [6—8].
Kapnromuonatusi pa3BUBaeTCsl y MYXYUH C TIPEUMY-
IIECTBEHHBIM  (POPMUPOBAHUEM THUIEPTPOGUUIECKOTO
deHoOTHUITA, TOrIAa KaK Yy KEHINWH dalle (hopMUpPYeTCs
IVIaTalMOHHBIN (peHoTHII [9].

Y MyxXuunH 3a0osieBaHME MaHMMECTUPYET paHbIIIe
U MpOTeKaeT TsoKesiee, YeM Y KeHIIWH. CaMblii paHHUIA
Bo3pacT nebiora 0ose3HM JlaHOHA OmMCaH y MabuuKa
4 Mec XU3HU: MBIIIEUHAst TUTTOTOHUSI, KapAUOMEeTaIusI,
runeprpoduss Muokapaa ¢ oOcTpykiuein (rpagueHT
90 MM pPT.CT.) U TIPOSIBJICHUSIMU CEpACUYHON HemocTa-
TOYHOCTHM (TIOTJMBOCTb, TAXUITHOD, OJBIIIKA W TaXu-
Kapausi). B Bospacte 4 JeT TOSIBUICS KOTHUTUBHBINM
nedunut, nedotupoBas cuHApoM Bonbha—IlapkuH-
cona—Yaiira [10].

Kapmnommomnatus mipu Oojie3Hu JlaHoHa OOBIYHO
MaHUDeCTUpyeT TUTIEepTPOPUIECKUM ¢eHoTH-
MOM C COXpaHHOH ¢pakiuelr BbIOpoca W HOPMaJb-
HbIMU nonoctamu  cepaua [11]. OpHako B nMHa-
MHKE TIOJIOCTH CepAla pacIIMpsIIOTCS, CHUXKAETCS
miobajabHas UM JIoKaJdbHas cokpaTuMocTh [12]. B 3aBu-
CUMOCTH OT BBIPAXXEHHOCTU 3a00JieBaHUS TOJIIIMHA
MEXCKEJTyTOYKOBOM TEePeropoAKM W 3aJHEH CTEHKHU
JIGBOTO  KeJyJouka MOTYT JOCTHUraThb KOJOCCaslb-
HBIX pa3MepoB. TpaHcrulaHTauusl cepialla Heusz0exkHa
111 OOJIBITMHCTBA TMallMeHTOB MYXCKOIO roJjia ¢ 6osies-
Hbto JlaHoHa Bo BTopo# nekaae xus3Hu [13]. [lo man-
HBIM JIUTEPATYphl, CPEAHUII BO3PACT TIEPBBIX CHUMII-
TOMOB, TPaHCIUIAHTAaLlMM CEpALAa U JIETAJbHOIO MCXOAa
coctapisiet 12,1, 17,9 u 19,0 rona y my>xuuH u 27,9, 33,7
1 34,6 Toa y XXEHIIWH COOTBETCTBEHHO [14].

IIpu snexkTpokapauorpacduu y maiuMeHToB ¢ 00je3-
Hbto JlaHoHa B 69% citydaeB OTMeEYaeTcsl CHHIPOM TIpe-
JKIEBPEMEHHOTO BO30YXKICHUS XKEJYyI0UYKOB (CUHIPOM
Bonbpa—IlapkuHcona—VYaiita), 4YTO CTaTUCTUYECKU
3HAYMMO Yallle, YeM MPU MIUOMATUIECKOM WIN ceMeii-
HOIl rurepTpodudeckoil Kapauomuonatuu. B cBs3m
C 3TUM PsiJl aBTOPOB TpU3HAIOT cuHApoM Bonbda—Ilap-
KMHCOHAa—YaiiTa yOeIuTeJIbHBIM KpUTepreM O0JIe3H!
Hanona [15]. I1py MarHUTHO-pe30HAHCHO# TOMOTrpadun
ceprla ¢ KOHTPaACTUPOBAHUEM TaJI0JTMHUEM BBISIBIISIIOTCS
yJyacTku ¢pubpo3a BCaeacTBre 00Jiee MeIJICHHOTO BbIMBI-
BaHMSI KOHTPACTHOrO BelecTsa [16—18].
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st 6one3nn JlaHoHa XapaKTepHO ITOpaxkeHUe CKe-
JIETHOM MYCKYJIATyphl, 4Yallle BOBJICUEHBI MPOKCHMAITb-
HbIE OTHEJbI MBI BEPXHUX M HWXKHUX KOHEUHOCTEH,
meun [19]. ¥V mnamuentoB HaOmomaetcs auddy3Has
MBIIICYHAsT TUTIOTOHUSI U CHUIKEHUE MBIIIEYHON CUJIBI
Ha 601+5% To CpaBHEHMIO CO 30O0POBOIM KOHTPOJLHOM
rpymroii [20].

YV nauueHToB ¢ 6oJie3HbI0 [laHOHa OTMevatoTCs Tpy/I-
HOCTU B OOYyYEeHMH, HapylLICHHUE MaMSITH, KOTHUTUBHBII
neuunt. CHUXKEHUE 3pEeHMST M BOBJICYCHUE CETUYATKU
B BUJIE TTIOTepU MUTMEHTA B MUTMEHTHOM STIUTEIMU O -
caHbl Yy 69% GOJbHBIX MyKuMH [21].

PesynbraThl J1abopaTOPHBIX HCCIIeTOBaHUI
npu 6o1e3HM JlaHOHA OTpaXKaloT MOBPEXKIECHUE MUOIIM-
TOB, YTO XapaKTepU3yeTCsl MMOBBIIIEHUEM B KPOBH YPOBHSI
TporioHnHa I, amaHuHamuHoTpaHchepasbl (ANAT),
acnapratamMmmHoTpaHcdepassl (AcAT), jakraTaeruapo-
reHasel  (JIAT), kpeatmHuHpochoknHazsl (KDK),
dpakumu Mb  kpeatnHuHpochoknHazsl (KOK-MB).
TsokecTh  CepaevHOl  HEIOCTATOYHOCTH KOPPEIUpYyeT
C yBeJIMYEHUEM KOHLEHTpauuu N-KOHIEBOTO IIpel-
IIECTBEHHMKA MO3TOBOTO HATPUIYPETUYECKOTO TIeTI-
taa (NT-proBNP) B kpoBu. CuHTeTnueckasi (oyHKIIMs
MeYeH OOBIYHO OCTAeTCsS HOPMAaJIbHOM, O TermaToMera-
Jmu coodbiaercd B 35% ciydaes [22].

B cBsI3m ¢ cyliecTBeHHBIM pa3HOOOpa3ueM KIMHHUYE-
CKHUX 0COOCHHOCTE MOJIEKYJISIPHO-TeHETUYeCKOe 00cIe-
JIOBaHWE CTAHOBUTCSI B HACTOSIIEE BpeMs KIIOYEBHIM
IMAarHOCTUYECKUM KpuTepurem 0ojie3Hu JlaHoH [23].

IMpuBoaM COOCTBEHHBIE KITMHUYECKKE HAOTIOICHUS.

3a nepuon ¢ 2014 no 2020 . B KapAMOJIOTHYECKOM
otnenenun ®IAY «<HMMUWIL 3gopoBbst gereit» M3 PO
y 5 malMeHTOB MYXXCKOTO 10JIa B Bo3pacTte oT 7 1o 16 jet
IMarHocTupoBaHa 6oie3Hb JlaHoHa. Ha MoMeHT mmocTyt-
JICHUSI B OTIeJIeHWe KJIIMHMYEeCKasi KapTUHa BapbUpO-
Bajla OT 0€CCUMNITOMHOTO TeYeHMS A0 TpaHChOpMaIuu
TUNepTpOUUECKOT0  (PeHOTUIAa B  OUJIATALlMOHHBINA
¢ dhopMupoBaHMEM XPOHMYECKOI CEepIeYyHON HemocTa-
TOYHOCTH C YIPOXKAIOIIMMU XXKU3HU HAPYIIEHUSIMA PUTMA
cepaua. Y 2 mamyMeHTOB HACJIeACTBEHHOCTh OBIIa OTSITO-
IIeHa T10 XeHCKON JMHUM (Y MaMbl U Yy 0aOyIIKW TIPO-
0aHja), YTO MPOSIBJISIOCHh HAPYLIEHUSIMUA pUTMa Cepala.
VY nereii ObLIM kano00bl HA YTOMJISIEMOCTb MpPU (pusmye-
CKOI Harpyske, TMPUCTYIbI MBIIIEYHOW CJIab0CTH, OOJIU
B HOTax, B 2 CIydasiX — MPUCTYITBI YYallleHHOTO Ceplie-
OoueHus. B tabnuie mpenacTaBieHa CBOIHAS XapaKTepH-
CTHKA OCHOBHBIX KJIMHUYECKUX U JJAOOPATOPHO-UHCTPY-
MEHTAJIbHBIX JAHHBIX, a TakKXe MPUBEACHBI Pe3yIbTaThl
MOJIEKYJISIPHO-TEHETUIECKOTO UCCIIeI0BAHMUS.

Jlo mocTyIieHus B KapIHMOJOTUYeCKOe OTIeJIeHUE
4 nereii HaOMIOAAIMCH KApAMOJOTOM I10 MOBOIY THUIMEpP-
TpOoGUUYECKON KapaAMOMUOIIATUM, | MallMeHT — TacTpo-
SHTEPOJIOTOM C IUArHO30M <«ayTOMMYHHBIM TemaThT»
U TIOJIyJasl Teparuio UTOCTATUKAMM M TITIIOKOKOPTHUKO-
crepouaamu. Y mamueHTta Ned B fe0OroTe 3a00JieBaHMS
HaOJTI0ANCh CYTOPOXKHBINA CUHIPOM, alTHO3, 3aJepKKa
MOTOPHOTO Pa3BUTHS; Y 4 TAIIMEHTOB — KOTHUTUBHBIN

OBMEH OlbITOM

ne(ULNT pa3HON CTeTIeHW BBIPAXKEHHOCTU U y BCEX —
HapylIeHue 3peHusT (MAOIIHS, aCTUTMATHU3M ).

ITpu ocMoOTpe y Bcex MalMeHTOB OTMEUEHbBI MbIIIIeY-
Hasi TUTTOTOHUST ¥ CHDKEHME CHJTBI MBI, Y 3 MaJTbUMKOB
TrpaHUIIbI cepala ObUIM pacliUpPeHbl, ONPEIEISIICS «Cep-
IeuHbIi TopO». Habmomanack Opagukapaus, y 2 nereit —
HapyllIeHUs] puTMa cepala (MapoKCU3Mbl HaIXKeJyaoy-
KOBOI M 3KeJTyTOYKOBOI Taxukapauu). B omHoMm ciydae
BBISIBJIEHA IreNaToCILIEHOMETaJIUSI.

B GuoxumMmyeckoMm aHaiIu3e KPOBM Y BCEX MAIlMEHTOB
PETUCTPUPOBAJIACh IMOBBIIIEHHAs! aKTUBHOCTH BHYTPUKJIE-
TouHbIX (pepmeHTOB. [loBbiieHne ypoBHss NT-proBNP
B KpOBU OTMEUYEHO Y Bcex AeTeit, Kpome marmeHTa No2.
Ilo maHHBIM 3eKTpoKapauorpaduu, BO BCEX Cydasix
BBISIBJICH deHoMeH Bonbda—Ilapkuncona—VYaiira,
y 2 maiueHToB Ha (oHe OpaauKapaIuu — KeIyIouKoBast
aput™us rpagaunu 4—5 o Lown. IMammenty Ned Heon-
HOKpaTHO OCYIIECTBJIsIaCh paJMOYacTOTHAsl abJalius
0e3 a(ddekTa, 10 pe3ynbraTaM OMOIICUM MMOKapaa ObLI
BBICTaBJICH IUarHo3 «6ose3Hb [Tomre».

IIpo maHHBIM 3xOKapauorpadguu, y BceX OOJIbHBIX
umesach runepTpodus MuoKapiaa JIEBOTO Kelynodka,
y 2 — OMBEHTpUKYJsipHasi runeprpodusi, y 1 — couera-
HUE TUTIEPTPODUN ¢ HEKOMITAKTHBIM MUoKapaoM. Cme-
1aHHbIM (eHoTun (runeprpodudeckuil + auaaTalm-
OHHBII) CO CHMXXEHHEM COKpaTUTEJbHOW CIIOCOOHOCTHU
MMOKap/ia OTMEYEeH Yy 2 MalMEeHTOB CTapIlero Bo3pacra
(15 nmer 5 mec u 16 net). [lo MTaHHBIM MarHUTHO-PE30-
HaHCHOW ToMorpaduu y 2 neteil ¢ KIMHUYECKUMU TTPO-
SIBJICHUSIMU XPOHUYECKOW CepIeYHON HEeIO0CTATOUHOCTU
OTMeUeHbl (pubpo3HbIe M3MeHeHUs, B 0obeme 50—80%
TUTEPTPOOUPOBAHHOTO MMOKapaa, y 2 3TU HU3MeHe-
HUST OBIJTM MUHUMAJIbHBI, a Y pebeHKa 7 JIeT, MOCTYITUB-
mero B ae0woTe 3aboneBaHus, (GUOPO3HBIX MU3MEHEHUI
He BBISIBIICHO.

C yyeToM JaHHBIX aHaMHe3a, COYETaHMsl KIWHU-
YeCKUX KpuTepueB (MYXCKOM ITOJI, KapAuOMUOIIATHSI
KakK TUIepTpoUIEeCcKOoro, Tak M CMeIIaHHOro ¢heHo-
tina, cuHapom Bonbha—IlapkuHcona—VYaiita, Opa-
NUKapausi, KOTHUTUBHBIK AeduuuT), J1abopaTOPHBIX
U3MEHEeHUI (CHMHAPOM IIMTOJIM3a, BBICOKUI YpPOBEHb
NT-proBNP) y Bcex nereit 6b110 TIpeanoiokeHo 3adose-
BaHME U3 TPYMNIbl Oone3Hell HakoruieHus. [1o pesynabra-
TaM MOJIEKYJIIPHO-TEHETUYECKOr0 UCCIeI0BaHUS Y BCeX
MAaLIMEHTOB BBISIBIIEHBI MyTalluu B reHe LAMP2.

IIpuBoauM onucaHue KJIMHUYECKOTO ciaydas (rmamu-
eHT Nel). Mampuuk 15 jeT 5 Mec TOCTIMTaTU3UPOBaH
B Kapauojiornueckoe otaeiaeHue ®IAY «HMMUIL 3mo-
pOBbsI JIeTeii» BIIepBbIE C XKajo0aMu Ha CHUXKEHUE TOJe-
PAaHTHOCTM K Harpyske, ydJalleHHOe cepauedueHue,
MOBBIIIEHHYIO TTOTJIMBOCTh. PomociioBHas 1o 3aboJieBa-
HUSIM CEepIEYHO-COCYIMCTON CHUCTEMbl HE OTSTOIICHA.
Pannmii anamnHe3 0e3 ocobeHHocrteit. [lpm ocMotpe
B OTJAEJICHMM OTMEUaauch BbIOyXaHME 00JacTu cepjila,
paclmiMpeHue TpaHWI Ccepala, apUTMHYHBbIE TOHBI,
MBIIIEYHAsT TUCTOHMS.
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Tabauya JIanHble KIMHAYECKOI KAPTHHBI, JA00PATOPHO-MHCTPYMEHTAIbHBIE MMOKA3ATEIHN U PE3Y/IbTATHI MOJIEKYIIPHO-TeHeTHYE -
CKOTO MCCJIeJIOBAHNUS 5 NANMeHToB ¢ 00.1e3Hb10 /laHoHA
Table Clinical presentation, lab, molecular-genetic tests and instrumental examinations of the 5 patients with Danon disease

e ITanuent Nel ITanuent Ne2 ITanuent Ne3 IMauuent Ne4 ITanuent NeS
(15 ner) (7 ner) (8 s1er) (16 ner) (11 ner)
Knunuyeckue naHHbie
fo(ESaCT TOSIBJIEHUS K100, 12 7 3 1 9
Eg::aﬂ e SR S 15 et 5 mec 7 net 6 mec 7 ner 16 et 1 mec 11 et
OTsroieHHas 1o 3a0oseBa-
HUSM CepLia HACJIeICTBEH- — + — + —
HOCThb
KorHutrBHast HEIOCTaTOYHOCTD - I + + +
ITaTonorusi oprana 3peHust + 4 F F 4
JlabopaTopHbIe TaHHbIE:
Ijéap rOBNE, mr/m1, (Hopma 6324 98,27 Her pearenta 6141 4948
Esq’) 2I§ WAL, mar, (Ao 8,4 1,7 Her pearenta Her pearenTa 4,2
K®K, en/n (Hopma 25—194) 112 537 788 945 1029
JIAT, en/n, (Hopma 91—225) 471 666 952 753 785
AcAT, en/n, (Hopma <42) 58,7 180,5 289 245 286,8
AnAT, en/n, (Hopma <40) 23,9 143,6 261 184 198,7
DekTpoKaparorpapus:
nocTosiHHbIE WPW + + + + +
HPC I — — + =
Dxokapauorpabus:
KIP JIK, Z-score 3,6 0,79 2.4 6,3 -2,6
8, COOTHOIIIEHUE
MXII, Z-score e 3,3 12,4 12,5 10,58
HOTO cJiost 2,8
3CJIK, Z-score 6 5,5 12,2 5,2 8.9
Oo6ctpykius BOJIK — — — — —
DB JIXK, % 31-40 80 92 20 72
PeHtreHorpacus opraHoB IpyaIHOI KJIETKA 0030pHast
KTU, % 62 58 72 69 55

MPT cepana ¢ BHyTpUBEHHBIM KOHTPACTUPOBAHUEM
dubpos, % 80 — MuHuManIbHO 50 MuHumaibHO

MOJ’[CKyIalHO—l"CHCTI/I‘{CCKOC HCCICAOBaAaHUE

HyxneotunHelit BapuaHT c.928G>A c.2T>C c.733C>T ¢.893_923del ¢.889_891del
AMUHOKWUCIIOTHBIN BApUAHT p.(V310I) p.? p-(Q245%) p-(E298Afs*38) p-K297del
O1rieHKa BapraHTa IMaTorennsiii [7] [latoreHHBII* ITaToreHHsbIiT™* IlaToreHHbIIT* LE55 f:;:;gf o
Hcxon 3aboneBaHusi, BO3pacT

JleTanbHbIH, ITponomxeHo Uszisomnersue s JletanbHbIi, IMponomxeHo
Hcxom 3aboneBaHust, BO3pacT cepaua B BO3pa-

15 et 10 mec HaboneHue cre 14 et 16 et 8 mec HaOJIIoIeHUE

Tpumeuanue. KOK-MB —dpakiust MB kpeatnHbochoknnaszbl; KOK — kpearnndocdokunasza; JIAI — nakratnerunporeHasa; AnAT — ajaHUH-
aMmuHoTpaHcepasa; AcAT — acnapraramuHoTpaHchepasza; WPW — dheHomen Bonbha—ITapkuHcoHa—Yaiita; HPC — HapylieHust putMa cepala;
KJIP JI2K — KoHeuHbIi AuacToIM4ecKuii pasmep JeBoro xkenynouka; MXKIT — mexckenynoukosast eperopoaka; 3CJI2K — 3amHsisi CTeHKa JIeBOTO
xenynouka; BOJI2K — BbiBogHOI oTaen jieBoro xenynouka; @B JIK — dpakiust BeiOpoca seBoro xeaynouka; KTW — kapanoTropakaabHbIi NH-
JieKc. *B cooTBETCTBUM ¢ pOCCUIICKMM PyKOBOAICTBOM IO MHTEPITpETallMK JaHHbBIX MOcenoBaTeibHoCTh HyKiIeoTuaos JJHK [24].
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Ilpu snexrpokapauorpadpuu (puc. 1) BbISIBICHBI
rnmoJjiHasi OJiokajga MpaBOW HOXKM M OJioKajga Mepe-
Hell BeTBMW JIEBOM HOXKHU mydka I[uca, rureprpodus
MHOKapaa O0OMX 3KEIyIOYKOB; MaplUaJbHBI CHH-
JIIPOM TIPEXIEBPEMEHHOTO BO30YXXIEHUS XKEJIyI0YKOB;
2510 sKTONMMYECKUX KEJIyIOUYKOBBIX KOMILIEKCA, IpO-
OeXXKa XKeJyTOUYKOBOM TaXUKapauu U3 3 KapAUOLMKIIOB
¢ uacrtortoii cepaeuyHblx cokpameHuit (YCC) 147—
197 yn/muH, 103 mapHbie 3KCTPACUCTOJIbI, 27 TAPOKCU3-
MOB TIpeACepAHOI Taxukapauu ot 3 n1o 10 KoMIieKcoB
¢ YCC ot 93 no 160 yn/muH. ITo naHHBIM 3XOKapanO-
rpadum (puc. 2) pacuiupeHue Kkamep cepaua (Z-score:
JIeBoe mpencepaue 3,5, mpaBoe npeacepaue 4,5, ITeBbIi
Keaymodek 3,6), CHIKeHUe GpakKinu BBIOpOca JIEBOTO
xeaynouka (27% mo CuUMIICOHY), OMBEHTPUKYJSIpHAs
rurieptpodust (TepeaHsss CTeHKa IPaBOro KeJyJodKa
12 MM, MeXCKeTyI0uKOBas reperopoaka Z-score 8, 3am-

OBMEH OlbITOM

HsISl CTEHKa JIEBOTO XKelynouka Z-score 6), 30Ha HEKOM-
MaKTHOTO MMOKapAa B MeIUAJIbHOM CETMEHTE JIEBOTO
Kenynmouka (KkoahduuueHT 2,8).

JlaHHbIE =~ MarHUTHO-PE30HAHCHOW  ToMorpaduu
cepaua mpeacTaBieHbl Ha puc. 3 u 4. B ouoxumuye-
CKOM aHaJM3e KPOBM OTMEUEHO ITOBBIIICHUE YPOBHS
NT-proBNP (6324 nr/mn mpu HopMme 63 mr/mi),
KOK-M® (8,4 ur/mn nipu Hopme 5,2 Hr/mu) u JIAT
(471 en/n npu Hopme 91-225 en/n).

MeTomoM MaccoBOTO TMapayjieIbHOTO CeKBEHMPOBA-
HUs OBUIM MCClenoBaHBI TapreTHble obiacty 408 reHOB,
BKJTIOYCHHBIX B KapIMOJIOTUIECKYIO ITaHeb, pa3paboTaH-
HYI0 HAMU ISl IMarHOCTUKY CUHAPOMAIBHBIX U HECHH-
JIIPOMATIbHBIX  (DOPM  KapAMOMMOIIATUI W pa3TUIHbBIX
HapymeHuii putMa cepana [23]. B sx3one 7 rena LAMP2
BBISIBJICH MTaTOI€HHBIN HYKJICOTUIHBIN BapuaHT ¢.928 G>A
B TEMU3UTOTHOM COCTOSIHUM, TMPUBOASIIMI K aMUHO-

UNCONFIRMED REPORT

Ener e ey

Puc. 1. OKT: putm cunycosbiii, YCC 68—71 yn/mun, PQ mo 160 mc, QTc 538 mc,

JIeJIETa-BOJIHA (KPACHBIE CTPEJIKH).

Fig. 1. ECG: sinus rhythm, 68—71 beats per min, PQ up to 160 mc QTc 538mc,

delta-wave (red arrows).

Puc. 2. DxokapauorpamMMa: npoeKnusi KOpoTKOii OCH JIEBOro JKeJIy104Ka (a) v yeTbipexkamepHas mosunus (0).
Buzyanusupyorcs JaKyHbl NPAKTHYECKH HA BCEX CTEHKAX JIEBOr0 JKeJayI0dka (KpacHble CTPENIKH), a TAKKe
HEOJHOPOIHOCTh CTPYKTYPhI MHOKAP/IA U YTOJIIEHNE 3aJHeil CTEHKH JIEBOT0 JKeTyI04Ka.

Fig. 2. Echocardiography: short axis view of left ventricle (a) and long axis four-chamber view (0).

Lacunas are visualized on almost all left ventricle walls (red arrows), as well as inhomogeneous myocardial
structure and thickening of the posterior wall of left ventricle.
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kuciaotHoMmy BapuaHty p.V3101. HykneorumaHblii Bapu-
aHT OIMMCaH paHee y MalleHToB ¢ Oone3Hklo JlaHoHa [9].
PeGeHok HampasieH Ha TpaHCIUIAHTALIMIO CEePALia.

06cyxpeHue

bonesns [laHoHa OTHOCUTCSI K HamboJiee 4acTo aua-
THOCTHPYEMBIM OOJIe3HSAM OOMeHa, acCOLMUPOBAHHBIM
¢ TunepTpoUUecKoil KaparoMmuonaTueir. JuarHocTu-
yeckasi CJIOXHOCTb OOYC/IOBJIeHAa BapuadeIbHOCThIO
KJIMHUYECKON KapTWHBI, OTCYTCTBHMEM YETKUX Jlabopa-
TOPHO-UHCTPYMEHTAJbHBIX KPUTEPUEB, a TAaKXKe HU3KOM
MHOOPMUPOBAHHOCTHIO 1O JaHHON HO30JIOTUU AETCKUX
KapauoJIOTOB U TIeINaTPOB.

IpencraBieHHble KIWMHUYECKHUE MPUMEPHI JIEMOH-
CTPUPYIOT JOJTUI «ITyTh» K AMATHO3Y, IPUTOM UYTO JETU
HaOJIIOMAMCh  ClielMalucTaMu. [pyaHO ONpeneauTh
BpeMs neOroTa 00Jie3HM, TaK KaK OHA JUIMTEJIbHO TeueT
OGeccMMIITOMHO. Bpauu, opueHTHpYsICh Ha aKTHUBHBIC
>Kajo0bl MaleHTa, TUArHOCTUPYIOT JUOO0 KapauOMUO-
natuio, aubo remarut. IlaumeHty Ned Kapauoorom
ObLJT YCTAHOBJIEH JAMArHO3 TUIEPTPOPUIECKON Kapamuo-
muonatuu U cuHapoma Bonbda—IlapkuHcona—Vaiita,
MMeJIOCh HEOTHOKPATHOE Oe3yCHelIHOe XUPYPruIecKoe
snedeHre aputMun. KitmHndeckuit ciyvaii marmenTta Ne3
JIEMOHCTPUPYET BapuaHT IIO3IHEW ITOCTAHOBKMU JHMa-
rHO3a C JUTMTEJIbHBIM HaOJIIONeHUEM TacTPOIHTEPO-
JIOTOM B CBSI3U C CMHAPOMOM IIUTOJIN3a, TeMaTOCTUIEHO-
Merajaueil u ¢GuOpo30M MevyeHU, YTO ObLIO pacleHEHO
KaK ayTOMMMYHHBIN renatuT ¢ Hea((hEeKTUBHBIM Jieue-
HUEM TJIIOKOKOPTUKOCTEPOUAAMU U LIMTOCTATUKAMU.

Onupasich Ha JaHHBIE JIMTEPATypbl U COOCTBEHHBIN
OITBIT, XOTUM OTMETHUTb, YTO BpPeMs TMOCTAHOBKM IHa-
THO3a HepeaKO COBIAAAET C MEepUOIOM, KOTIa y JeTei
HabJogaeTcss OBICTPO TIPOTpeccHUpylollee YXYAlleHHe
coctosiHus. Tak, y Bcex nereil ¢ MOMeHTa HabJiojae-
HUS KapAWOJOTOM JUArHOCTUPOBAH TUIMEPTpoduye-
CKUi1 (DEHOTUTT KapAMOMHUOTIATUHN, OTHAKO B JUHAMUKE,
K MOMEHTY IIOCTaHOBKM AuarHosa Oojie3Hu JlaHoHa
(mamueHTtsl Nol m Ned), chopmupoBanach TsKemast
XpOHMYECKas ceplaevyHash HeIOCTaTOYHOCTh Ha (OoHe
HapacTalolleil IuIaTaluy KaMep cepiala W CHUKEHUS
¢dpakuuy BBIOpOCa JIEBOIO KeEJyJouKa, C Yrpoxaro-
IMAMU XU3HU HapyLICHUSIMU pUTMa cepana u hpuopos-
Hoit TpaHcdopmalueit. [lporpeccupytoiiee Hapyiie-
HUE TeMOIMHAMHUKN MMEHHO y 3TUX IBYX TAlIMEHTOB
COITPOBOXKIAIOCH 3HAYUTEbHBIM TTOBBIIIIEHUEM YPOBHSI
NT-proBNP, onpenensisi Ts5keCTb COCTOSIHUSI U MCXO[L
3abosieBaHUs. Y 000MX MOAPOCTKOB HE MOJYYEHO TOJI0-
KUTEJILHOTO OTBeTa Ha MeEJIUMKAMEHTO3HOEe JieUeHHE
XPOHUYECKON CepaeyHOl HEIOCTaTOYHOCTH, B TOM
YHclie Ha aHTHapUTMUYecKyio Tepanuio. Oba MaiburKka
HamnpaBJieHbl Ha TpaHCIUIAHTALMIO Cepllia, KOoTopas
HE COCTOSIaCh B CBSI3M C BHE3AITHOM CMEPTHIO B TIEPUOI
HaXOXIEHMS B JIUCTE OKUIAHUS.

AHanM3 MOJIEKYJSIPHBIX JaHHBIX TOKasaj, 4to y 4
U3 5 MalMeHTOB MyTallMM He OBbLIM OIMCaHBbI paHee,
YTO MOXET YKa3bIBaTh Ha HU3KUI YPOBEHb TeHETUYECKOM

Tandaesa JI.A. u coasm. bone3nb JlaHOHA y IeTeiA: B3I IETCKOTO Kapa1oJiora

JMArHOCTUKMU Oosie3Hu JlaHoHa. Y mauueHToB N2, No3
u Ne4 ¢ paHHUM nebroToM 3abosieBanus (7 Jet, 3 roma
u | To1 COOTBETCTBEHHO) U TUIEpTpoduUecKuM (heHOo-
TUTIOM KapAMOMHUOTIATUN 0e3 OOCTPYKIIMU BBIBOIHOTO
OTIIesIa JICBOTO KEJIYIOYKa BBISIBIIEHBI MYTallUM, TIPUBO-
JSIIKE K ITOTepe CTapTOBOTO KOIOHA, MPeXKIeBpEeMEHHOM
TepMUHALMU TPAHCISLMU W JeJelMd aMMHOKHUCIIOTHI
COOTBETCTBEHHO.

Puc. 3. MarauTHO-pe3oHaHCHAs ToMorpadus cepana ¢ BHyTpu-
BEHHBIM KOHTPACTHPOBAHHEM.

a—/1 — KHHOPEKUM HA PAa3HbIX YPOBHSIX, KOPOTKAs OCh; € — KHHO-
pexuM, YeThIpexkaMepHas npoekuus. OnpenesieTcs TMIEpPTPo-
(us Muokapaa eBoro KeiyIoYKa W HEKOMNAKTHBIA MHOKADPH
JIeBoro xkeya0uka. CTpejku — HeKOMIAKTHbIA MHOKAP/L.

Fig. 3. Heart MRI with intravenous contrast administration.
a—n — images at different levels, short axis, e — four-chamber
view. There are determined myocardial hypertrophy of left ven-
tricle and noncompaction left ventricle. Arrows — noncompac-
tion myocardium of left ventricle.

Puc. 4. MarauTHO-pe30HaHCHAs TOMOrpadus cepama ¢ BHyTpH-
BEHHbIM KOHTPACTUPOBAHUEM.

a—T — OTCPOYEHHOe KOHTPACTHPOBAHHE HA PA3HBIX YPOBHSIX,
KOPOTKasl OChb; I — OTCPOYEHHOE KOHTPACTHPOBAHHE, YEThI-
pexKamMepHasi NMPOeKusi; € — OTCPOYEHHOE KOHTPACTHPOBA-
HHe, AByXKamepHasi mpoekuusi. OnpenensioTcsi MPOTSKeHHbIE
YYACTKH TMIEPHHTEHCHBHOIO («0€Jioro») CHMrHaja B MHOKape
JIeBOr0 ¥ MPABOrO KeJIyI04YKOB, PACTON0KEHHbIE TPAHCMYPAJIb-
HO U Xa0THYHO — CTPYKTYPHbIE H3MEHEHUSI — CTPEJIKHU.

Fig. 4. Heart MRI with intravenous contrast.

a—r — late contrast enhancement at different levels, short axis;
o — late contrast enhancement, four-chamber view; e — de-
layed contrasting, two-chamber projection. The prolong regions
of hyperintensive (“white”) signal in myocardium of left and
right ventricles localizing transmural and disorderly — structural
changes (arrows) are identified.
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JuddepeHunanbHas nmarHoctTuka 6osie3nu JlaHoHa
MPOBOIUTCS C JPYTMMM HACJIEICTBEHHBIMU 3a0oJie-
BaHUSMM, TIPOTEKAIOIIMMM C TIOpaXKEHUEM CKeJeT-
HOM MYCKYJIaTyphbl, KapAMOMHUOMATUSIMU, HapylleHUEeM
KOTHUTUBHBIX (PYHKIIMI. DTO mpexnae Bcero 00Je3Hb
IMTomme, TIMKOTEHACCOUMMPOBAHHAS  KapIMOMMOTIIA-
THS, BbI3BaHHAsl MyTauusiMu B reHe PRKAG2 (cuHapom
PRKAG?2), cTpyKTypHble MUOIIATUN W MbIILIEYHbIC AUC-
TpoduU, NPOTEKAIOUIUE C KAPAUOMUOIIATUEN.

Cneunduueckasgs  Teparnusg  Oone3Hu  JlaHoHa
B HacTosiee BpeMsl He pa3paboraHa. JleueHue Harpas-
JICHO Ha KyNMUpOBaHWE TMPOSBICHUIN CepAeYHONM Hemo-
CTATOYHOCTU U MPEAYIpeXACHNE YIrPOXKaIONIUX KU3HU
ApUTMUI, KOMITEHCUPOBaHUE MBIIIEYHON CJ1aboCTh
M KOTHUTMBHBIX HapyIICHWM IyTeM COYEeTaHUSI OITH-
MaJIbHOW MeIMKAMEHTO3HOM Tepaniu, CBOEBPEMEHHOM
UMIUTAHTAMM KapauoBepTepa-aehuopuiiaTopa, Mpo-
BE€/IEHMS TPAHCIUIAHTALMU Ceplilia U PeadWIMTallMOHHBIX
meponpusituit [19]. TlpodunakTukoit 6ose3Hu JaHoHa
CIAYXHUT  MEIUKO-TEHETUYEeCKOe  KOHCYJIBTUPOBAHUE
ceMeli, OTSITOIIEHHBIX CIyJYasiMM B3TOTO 3a00JieBaHUS
C BO3MOXKHBIM TTPOBEIEHUEM TOPOAOBOM M MpPEeIUMILIA-
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IlepuHaTajbHbIe MCXObI Y HOBOPOXKIEHHbIX, POJUBIIMXCSA OT IOHBIX MaTepeii B YCIOBUAX
3MUIYPATLHOIN AHAJIbIe3UH

P.T. lllakupos, C.B. Kunxcanrosa, P.A. Makapos, C.B. bviukosa, H.B. [lymuaosea, O.3. laesa,
H.B. Mamosuu

DrBY «Ypanbckuii Hay4YHO-UCCen0BaTENLCKUIN MHCTUTYT OXpaHbl MaTEPUHCTBA U MafaeH4YecTBa» MuHagpasa Poccun,
ExaTepuHbypr, Poccus

Perinatal outcomes of newborns born from young mothers with epidural analgesia

R.T. Shakirov, S.V. Kinzhalova, R.A. Makarov, S.V. Bychkova, N.V. Putilova, O.E. Gayeva,
N.V. Mamovich

Ural Scientific Research Institute for Maternal and Child Care, Ekaterinburg, Russia

BepeMeHHOCTDb M POIIBI Y IOHBIX JKEHIMH MOTYT ObITH CONMPSIKEHBI C BHICOKHM PHCKOM HEOJIATONPHSATHBIX HCXO/I0B KAK ISl MaTepH,
TaK M JJ151 HOBOPOXIeHHoro. KauecTBenHoe u 6e3onacuoe 00e300/1MBanne — HEOOXOIMMbIii KOMIIOHEHT BeJieHHsI POJIOB Y MAMEHTOK
JIAHHO¥ BO3PACTHOI rPpymmbl.

Lens uccrenosanus. OneHKa 0COOEHHOCTEl TeUeHHsS PAHHETO HEOHATAJIBHOTO MEPHOAA HOBOPOXKIEHHBIX JeTeil, POAMBIIMXCS
OT IOHBIX JKEHIIUH B YCJIOBUAX SMUAYPAJILHON AHATBIE3UH.

Marepuan u meroasl. IIpoBeseHo NpocneKTHBHOE CPABHHTEIbHOE PAHIOMH3UPOBAHHOE MPOAOJIbHOE OIHOLEHTPOBOE HCCIEN0-
Banue. [lamuenTkam 1-ii rpymmnsl (7=25) BbINOMHSIOCH 00300/ IMBaHIE HAPKOTHYECKUM aHATBreTHKOM (2% pacTBOpOM TpuMene-
penuna 1,0 ma BHyTpumbinieyno). [Tanuentkam 2-ii rpymnbi (7=30) ocyniecTBisIACH JUIMTEIbHAS SMMaAypaibHas anaabre3us 0,2%
pactBopoM ponuBakauna (10,0 mii/4). Bee nanueHTKy ObUIH ponopa3peiieHbl B CPOKe JOHOLIEHHO# OepeMenHOCTH. OneHNBAIMCH
TeyeHHe POJIOB, KJIMHMYECKHE 1 JIa00PaTOPHbIE XaPAKTEPUCTHKH HOBOPOK/IEHHBIX B PAHHEM HEOHATAJILHOM IEPHOJIE.

Pe3ynbrarsl. I1o Npoo/KUTEILHOCTH CAMOCTOSATENLHBIX POJIOB, 00beMy KPOBONOTEPH M IPYTHM XaPAKTEPUCTHUKAM POJIOB JI0CTO-
BEPHBIX PA3JIMYMii MeXIy IrpynnaM POXKeHWl He ObLIO OOHApy:KeHO. Ipymmbl HOBOPOXKIEHHBIX KJIMHMYECKH He Pa3nyajuch,
MbI He OOHAPYKIIN OTPUIIATEHHOTO BIIUSTHUS MUY PATbHO AHAIBIe€3UH POIOB HA OLEHKY No mKkajie Anrap Ha 1-ii (p=0,166) u 5-ii
(p=0,217) MuHyTaX XKU3HU U HEHPONICUXMYECKHIi CTATYC HOBOPOXKIeHHOro (p=0,322). B TO ke Bpemsi B rpynmne AJIUTeIbHON MUY~
PaJIbHO# aHAJIbIe3UH OTMEYAIACH TEHIEHIIUs K DoJiee BLICOKO# 4aCTOTe pa3BUTHs cpeaHeii n ymepennoii achukcuu (19,2% nporus
9,5%; p=0,436). I1pu cpaBHeHHH KHCJIOTHO-OCHOBHOTO COCTOSIHUS APTePHAIbHOI KPOBH ITYTIOBHHBI BbISIBJIEHbI JOCTOBEPHBIE Pa3-
KIS B NIOKA3ATENAX: Gosiee nuskue pH (p=0,042) u yposens pO, (p=0,007) n Goaee Bbicokuii yposens pCO, (p=0,031) B apre-
PHANIbHOIi MYNOBUHHO! KPOBH.

3akmouenne. Vcnonb30BaHue AIUTETbHOM dMUAYPAIBHOI AHATBIE3UH Y IOHBIX JKEHIIMH B POJAX COMPOBOKIAETCS 00Jiee HU3KUMH
pH u yposnem pO, u Gonee Bbicokum ypoHeM pCO, B apTepuabHOl MYNOBHHHON KPOBH MO CPABHEHHIO ¢ TAKOBBIMU B Tpyme
NpUMEeHEeHUs] TPUMeNepUuIuHA. DTO CBUIETEILCTBYET O 00Jiee BHIPAKEHHOM CABHIe KMCJIOTHO-OCHOBHOTO COCTOSIHMSI KPOBH ILIOJA.
[1pu anamM3e HEBPOJIOTHYECKHUX MCXOI0B Y HOBOPOXKIEHHBIX CTATHCTHYECKUX 3HAYNMBIX Pa3/iMuuii He BbisiBjaeHo. OIHAKO Tpedy-
eTcd JajibHeiilnee HAOI0IeHNe 1eTeil, POIUBINMXCS OT IOHBIX MaTepeii, KOTOPHIM MPOBOANIACH JJMTEIbHAS SMUAYPAIbHAS AHAJb-
re3us B poIax.

Karoueswte caosa: Hosoposicdentble demu, oHble bepeMerHble, 00e300ausanue podos, SNUOYPANbHAS AHANbee3US, KUCAOMHO-0CHOBHOE
cocmosiHue, NepuHamanbHule Ucxoobl.

Ansa umtuposanus: LLlakupos P.T., KuHxanosa C.B., Makapos P.A., BbidkoBa C.B., Mytunosa H.B., laesa 0.3., Mamosu4 H.B. lNepuHataib-
Hbl€ UCXOLbl HOBOPOXAEHHbIX, POAVBLUMXCS OT IOHbLIX MATEPEVi B yC/I0BUSIX dNUAYpPasbHO aHansreann. Poc BecTH nepuHaron v neanarp 2021;
66:(3): 118-124. DOI: 10.21508/1027-4065-2021-66-3-118-124

Objective. To evaluate the features of the course of the early neonatal period of newborns born from young women under conditions
of epidural analgesia.

Material and methods. The authors conducted a prospective, comparative, randomized, longitudinal, monocenter study. Patients
of Group 1 (n=25) were anesthetized with a narcotic analgesic (2% Trimeperedine 1,0 ml intramuscularly). Patients of Group 2
(n=30) received long-term epidural analgesia (EA) with 0,2% Ropivacaine (10,0 ml/hour). All patients delivered full-term infants.
The course of labor, clinical and laboratory characteristics of newborns in the early neonatal period were evaluated.

Results. There were no significant differences in the duration of labor, volume of blood loss, and other characteristics between the groups.
There were no clinical differences between the groups of newborns. We did not find a negative effect of epidural analgesia on the Apgar score
at the 1st (p=0,166) and 5th (p=0,217) minutes of life and the neuropsychiatric status of the newborn (p=0,322). At the same time, in the
group of long-term epidural analgesia, there was a tendency to a higher incidence of moderate and mild asphyxia (19,2% versus 9,5%;
p=0,436). When comparing the acid-base state of umbilical cord arterial blood, significant differences were found in the following indicators:
lower pH (p=0,042) and pO, level (p=0,007) and higher pCO, level (p=0,031) in arterial cord blood.

Conclusion. Epidural analgesia during labor in young women is accompanied by a lower level of pH and pO, and a higher level of pCO,
in the arterial cord blood as compared to a Group of Trimeperedine, which indicates a more pronounced shift in the acid-base state
of the fetal blood. When analyzing neurological outcomes in newborns, there were no statistically significant differences. However,
further follow-up is required for children born from young mothers who have received long-term epidural analgesia in labor.

Key words: newborns, young pregnant women, labor pain relief, epidural analgesia, acid-base state, perinatal outcomes.
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Illaxupos P.T. u coaém. [lepuHaTanbHbIe UCXOIb Y HOBOPOXKIEHHBIX, POMUBIINXCS OT IOHBIX MaTePell B yCIOBUSIX AMIAYPATLHON aHAIBIe3UN

OIPOCTKOBasi 6EPEMEHHOCTh — OJIHAa BaXKHBIX TTPO-

6JleM MUpOBOTO akyiiepcTBa. ExeromHo B pa3Bu-
BaOIIMXCST CTpaHaX OKOJIO 12 MJTH JKEHIIWH CTAHOBSITCS
MarepsiMu B Bo3dpacte 15—19 ner [1]. B Poccuiickoii
Denepanuy K KaTeropuu IOHBIX O€pEeMEHHBIX OTHOCST
SKEHIIWH, TAaCIOPTHBIA BO3pacT KOTOPBIX HE JIOCTHU-
raet 18 net [2]. [To MHEHMIO HEKOTOPBIX MCCJIEI0BaTE-
Jieii, 6epeMEeHHOCTh M POIbI Y MALMEHTOK JaHHOU BO3-
PACTHOM TPYIIILI MOTYT OBITH COMNPSTKEHBI ¢ BBICOKUM
PUCKOM HeOJIAarOMpUITHBIX UCXOMOB KakK IS MaTepu,
TaK 1 JJIsI HOBOPOXKAEHHOTO [3].

HaubGonee »sddekTuBHBIM MeTomaoM 00e300/u-
BaHWSI POIOB, B TOM YHUCJIe Y IEBYIIEK-TIOAPOCTKOB,
SIBJISIETCS  JUTUTENIbHAsT SNUIypalbHas aHaJlbre3us,
KOTOpasi XapaKTepu3yeTcs BBICOKMM YpOBHEM 00e3-
0oMBaHUSA M YAOBJIETBOPEHHOCTH Matepu [4, 5].
CorysiacHO JaHHBIM 3apy0eKHOM JIUTepaTyphl JJTUTETb-
Has 3MUAypajbHasi aHaJbre3usl MPaKTUIECKN He oKa-
3bIBAET CYIIECTBEHHOI'O BJIIMSIHUS Ha TeYEeHUE POIOB,
MaTepUHCKHWE W TlepMHATalbHBIE MCXOAbl y MaTepei
ONMTHUMAJIBHOTO  PEINpOAyKTUBHOIro Bo3pacta (20—
35 ner) [4, 6, 7]. OmHako TpoGiaeMa 006e300JMBaHUS
POJIOB Y IOHBIX TIEPBOPOASIINX U €TO BIUSHUS Ha KIJIM-
HUYECKOEe COCTOSIHME U PaHHIO aganTaluio HOBOPO-
SKIEHHBIX MaJIO U3y4YeHa.

IMeap wmccaemoBaHmsA: OIlCHKA OCOOCHHOCTE Teue-
HUST paHHETO HEOHATAJIBHOTO TIeProa HOBOPOXKIEHHBIX
JIeTei, POAUBIIMXCS OT IOHBIX JKEHIIUH B YCJIOBUSIX 3ITH-
JIypaJibHO aHAJIbIe3UH.

Marepuan n meToabl UCCNeA0BaHUS

HDOBCI[GHO MNPOCIIEKTUBHOC CPaBHUTCIBbHOC paHIO-
MU3BUPOBAHHOC IMPOAOJBHOEC OJHOLICHTPOBOEC MCCJICOO-
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Banue Ha 6asze ®I'BY «<HUU OMM» Munsapasa Poc-
cum, ExatepuHOypra mociie TOJXyd4eHUs MUCbMEHHOTO
MHOOPMUPOBAHHOTO COIJIACHSI B MCCIIeIOBaHUE ObLIH
BKJIIOYEHBI 55 OepeMeHHBIX MEPBOPOASIINX B BO3pacTe
15—17 ner B cpoke recraiuu ot 37 Hen 0 nHeit 10 41 Hen
6 IHeil, pomopa3pelleHHbIX Yepe3 eCTECTBEHHbIE POMIO-
BbI€ ITyTHU, U UX HOBOPOXICHHbBIC AETH B paHHEM HEOHa-
TaJbHOM Tiepuone. KpurepusiMu MCKITIOYEHUST CITYKUITA
OTKa3 TALMEHTKU OT WCCIAeIOBAHMS;, MHOTOTUIOTHAS
OepeMeHHOCTh; COITYTCTBYIOIAs TaToJioTust B (ase
000CTpeHUs WY TeKOMITEHCAIIUI; HAJTMI1e IIPOTUBOITO-
KazaHUii K OMHOMY M3 MEeTOI0B obe30oauBaHust. Mccie-
JOBaHKE 0JI0OPEHO JIOKAJTbHBIM 3TUYECKUM KOMUTETOM.

IMaumentku  (#=55) ObUIM  PaHAOMHU3UPOBAHBI
METOJOM KOHBEPTOB Ha 2 TPYINbl B 3aBUCUMOCTHU
oT MeToaa o0e30oauBaHus pomoB. [laumeHTkam 1-ii,
KOHTPOJIbHOW  rpynribl  (n=25) BBINOJHSIN 00e3-
O6oJMBaHME HApPKOTUYECKUM aHajabreTukoM (2% pac-
TBOpoM TpumMmerniepeauHa 1,0 M BHYTPUMBIIIEYHO)
onHokpatHo. [lammeHTkam 2-if, OCHOBHOW TpYMIIbI
(n=30) ocymiecTBASIAN [JIUTEIbHYIO 3MUAYyPATbHYIO
aHajbre3uto. [TyHKIIUIO U KaTeTepU3alnio MUY Paib-
HOTO MpOCTpaHCTBa MpoBOAMIM Ha ypoBHe L, —L,,
nocJje yero Beoauian tect-g03y 0,2% pactBopa pomnu-
BakaumHa Tuapoxjopuna B odobeme 4 wmia. Ilom KoH-
TpOJIeM apTepuaJbHOTO AAaBJIEHUs, YacCTOThI cepleu-
HBIX COKpAIleHWIi, MBIIIEYHOIO0 TOHYca IMalMeHTKE
yepe3 10 mun BBoauau 6 ma 0,2% pacTBopa poIuBa-
KauHa ruapoxjopuaa, 3arem 1o 10 M aHecTteTuka
Kaxnplii yac. Hagamo 06e300mBaHMs pOIOB OCYIIECT-
BJISIJTA TIPU OTKPBITUM IIEHKW MaTKU 2—4 CM U 3aKaH-
YMBAJX BO BTOPOM TIEpUOJIE POIOB.

B nmanpHelimeM W3 WCCleAOBaHUsS ObUTA WCKITIO-
YeHBbl 3 MalMeHTKU |- TpyImbl BBUAY OTKa3a OT dallb-
HEMIIero yJyacTusi M3-3a BBIPaKEHHOTO OOJIEBOTO CHH-
IpoMa W HEOOXOIMMOCTU BBHITIOJHEHUS IJIUTEIBHON
BMUIYpaNTbHON aHaabre3uu. Bo 2-it rpyrine vcKIoYeHa
W3 UCClIeIOBaHMUs | MalMeHTKa U3-3a 0TKa3a OT y4acTus
B MCCJIEIOBAaHUM 0€3 O0bSICHEHUST IPUYUHBI.

Y manueHTOK WCCIIeAOBaHHBIX TPYIIT OLEHUBAIN
aHTPOIOMETPpUUECKUE ToKa3aTeau (pOCT, macca Telna,
WHIEKC Macchl Tejia), CPOK pomopaspelneHus. M3ydanu
OCOOCHHOCTHM TEUEHUST POJAOB: OOIIYIO TPOAOKUTEb-
HOCTb POJOB, 00bEM KPOBOMOTEPH, YaCTOTY OCIIOXKHE-
HUI pOIOB, YaCTOTY MHTPAHATAJbHOW TUIIOKCUM U OTie-
PaTMBHOTO poIOpa3pelIeHNs.

Y HOBOPOXIEHHBIX IeTeil aHAIM3UPOBAIM MOphOoMe-
TpUYEeCKHe TTapaMeTphl, OLIEHKY IO IKaje Amnrap Ha 1-it
M 5-ii MMHyTaxX IIOCJe POXACHWSI, Haaudue achuk-
CUM, OCOOEHHOCTM TEYEHMsS] paHHEro HEeOHATaJIbHOTO
repuoaa, MPOAOKUTELHOCTh TTPeObIBAHKMS B CTAIlO-
Hape. MccrenoBaiiu ra3oBblii TOMeOCTa3 U KMCIIOTHO-OC-
HOBHOM COCTaB apTepUaJbHOM KPOBU MYITOBUHBI C TTOMO-
mbio razoBoro aHaym3aTtopa Siemens RAPID Point 500.
Onpenensnu pH, HCO,~, BE, p0O,, pCO,, ypoBeHb Jiak-
Tara, TIIOKO3bI B KPOBU, TeMATOKPUT U KOHLIEHTPALIMIO
reMornIoorMHa B apTepuaJbHON KPOBU MYIMOBUHBI (BeHa
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MyMOBUHBI) Cpasy Mociie poxaeHusi peoeHka. OLeHKY
HEPBHO-TICUXUYECKOTO craTyca HOBOPOXXIEHHOTO
BBITTOJTHSIIM 110 1Kajie Neurogical and adaptive capacity
scoring (NACS) uepe3 2 4 mocyie poXIeHusl, BKIOYal-
meit 20 KpuTepueB, KaKAblii M3 KOTOPBIX OLIEHUBAJICS
6autamu ot 0 mo 2. JlaHHbIE KPUTEPUN CTPYIIITMPOBAHbI
Ha 5 pas3aenoB: CIIOCOOHOCTh K amanTaldu, IacCUB-
HBII TOHYC, aKTUBHBII TOHYC, 06e3yCIOBHBIE PeIeKChI,
o61iee cocrostHue [8].

Cratuctuyeckyr oOpabOTKy IOJyYeHHBIX JaHHBIX
MPOBOIUIN C TTOMOIIBIO MPOTPAMMHOTIO 00eCTIeUeHUST
IBM SPSS Statistics 23.0 (CILUA). [Jdnsa mokasareneid,
XapaKTepU3YIOIIUX KayeCTBEeHHbIE TPU3HAKU, YKa3bl-
BaJI aOCOJTIOTHOE 3HAYEHUE Y OTHOCUTEJIBHYIO BETUINHY
B TIPOILIEHTAX, JUISI MIPOBEPKU JOCTOBEPHOCTU Pa3TUINiA
WCTIOJB30BaI TOUYHBIN Kputepuii @uinepa. Hampasie-
HUE ¥ CUJTY CBSI3U TIPU3HAKOB OIPEIEISIIA METOIOM KOpP-
PESIIMOHHOIO aHaan3a C MCIOJb30BAaHUEM JIMHEUHOM
koppensuuu I[Mupcona (r). Koppensuuwo ¢ koahbuum-
eHTOM Koppessuuu [{=1—0,75 paciieHuBaIM KakK CHJIb-
Hyto. JlaHHBIe, XapaKTepHU3yIoIIWe KOJIMYECTBEHHBIC
MPU3HAKW TIPEeCTaBIeHbl B BUae MenuaHbsl (Me), 25-ro
u 75-ro npoueHtuieit [P P,.]. Tak Kak Gosblias 4acTh
MaccuBa JAHHBIX HE COOTBETCTBOBajia 3aKOHY O HOp-
MaJIbHOM pacIipe/ieJIieHUH, B X0O/Ie aHaI13a KOJUIeCTBEH -
HBIX TIPU3HAKOB OBLIO pEIIeHO BO BCEX CIyYasiX Mpo-
BOIMTH TMOIMApHOE CpaBHEHME TPYMI ¢ MCTIOJb30BaHUEM
HemapaMmetrpuueckoro  U-kputepus MaHHa—YuUTHU.
Paznuunst Mexxmy cpaBHUBaeMbIMM BEJIMUYMHAMU TIPH-

3HABAJIM CTATUCTUYECKU 3HAYMMBIMU TIPU YPOBHE JOCTO-
BepHocTu p<0,05.

PesynbTathl U 06CyXaeHue

Hccnenyemble TPyl ObUIA COTIOCTABUMBI 10 BO3-
pacTy, CpOKy TecTalluM Ha MOMEHT poIopaspelie-
Hus (ta6u. 1). Bce mauueHTKM ObLIM poaopaspelieHbl
B cpoke JoHouieHHoi OepeMmeHHocTn 39 (39—40) Hen.
OTMeyvanrch TOCTOBEPHBIC PA3IMYMS 10 POCTY TAllMeH-
ToK (p=0,036), HO MO Macce Tejia U MHIEKCY MaccChl Tejia
CTATUCTUIECKU 3HAYMMO pa3HUILIBI HE BBISIBJICHO.

JlaHHbIe, XapaKTepu3ylolle OCOOCHHOCTU TeUCHUS
POIOB B TPYIIax, MpeAcTaBieHbl B Tabj. 2. [To maHHBIM
KapauoTokorpaduu, MHTpaHaTajJbHasl TUITIOKCUS TUIOAA
B pojax BbIsiBiieHa B 1-if pyrme — B 1 (4,5%) ciydae,
Bo 2-1i rpynmie — B 5 (17,2%) ciydasix, 6€3 10CTOBEPHBIX
paznuuuii (p=0,218).

B 1-it rpyrme y 1 (4,5%) manueHTKH poIbl 3aBep-
IIWJIMCh TIyTeM KecapeBa CEYeHUs MO TOBOLY KIMHU-
YeCKU Y3KOro Tasza, BO 2-W TpyIIe KecapeBO CeueHHe
BoITToTHEHO 3 (10,3%) mauuMeHTKaM B CBSA3U C OCTPONA
runokcueit tioga (tabn. 2). B panbHeiiem aHaius
MPOIOJIKUTETLHOCTY PONOB U TEePUHATATBLHBIX HCXO-
JIOB MPOBOAWJICS TOJBKO Y KEHIIWH, POIOpa3perIeH-
HBIX Yepe3 eCTeCTBEeHHBIC POAOBBIC IMyTH (B 1-i1 Tpyrime
21 manueHTKe, Bo 2-1 rpymiie 26 aleHTKaM).

TTporoIXUTETLHOCTD CAMOCTOSTEbHBIX POJIOB B 1-ii
M 2-ii Tpymnmax Oblia comoctaBuMa U coctaBuia 680,0
[492,5; 777,5] n 692,0 [451,3; 843,8] MuUH, COOTBeT-

Tabauya 1. Obmas XapaKTePUCTHKA UCCIIeJOBAHHBIX Ipynn xenmun, Me [P,; P_ ]
Table 1. General characteristics of the studied groups of women, Me [P,; P_.]

IToka3zatenn 1-4 rpynna (n=22) 2-s rpynna (n=29) p
Bospacr, ronbr 16,5[15,0; 17,0] 16,0 [16,0; 17,0] 0,853
Poct, cm 160,0 [157,0; 162,3] 157,0 [155,0; 163,0] 0,036
Macca tena, Kkr 66,5 [60,0; 77,9] 63,0 [56,3; 69, 0] 0,064
WHpeke Macchl Teia, Kr/m? 25,4 [23,3; 29,4] 25,0 [23,7; 26,5] 0,351
Cpok rectalivu, Hejl 39,0 [39,0; 40,0] 39,0 [39,0; 40,0] 0,675
Tpumeuanue. 3nech U B TOCTISAYIONINX TAOIUIIAX: p — YPOBEHb 3HAYMMOCTH OTJIMIUIA TToKa3aTeseii 1-ii u 2-if rpymit.
Tabauya 2. Ucxoawpl poaos, aoc. (%)
Table 2. Delivery outcomes, abs. (%)
IToka3aren 1-4 rpynna (n=22) 2-s1 rpynmna (n=29) p
OcTtpasi TMITIOKCHUS TI101a 1(4,5) 5(17,2) 0,218
OnepatuBHOE poaopa3pellieHre, B T.U.: 2(9,1) 4(13,8) 0,688
BaKyyM-2KCTpaKIIys I101a 0 1(3,4) 1,0
HaJIOXKEHUE aKyIIepCKUX IIUITIIOB 14,5) 0 0,431
orepalus KecapeBa ceueHMs 1(4,5) 3(10,3) 0,625
AHOMaIMK POJOBOI NeSATETbHOCTH™ 3(14,3) 8(30,8) 0,300
PonoBoii TpaBmMaTu3m™® 7 (33,3) 6 (23,1) 0,520
BDnuznoTomMus* 4 (19,0) 9 (34,6) 0,330
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crBeHHO (p=0,889). HecMoTpss Ha MHEHUE HEKOTOPBIX
aBTOPOB, YTO BMUAYpaTbHAs aHAJIbIe3UsT TTPOJOHTUPYET
MPOIOJIKUTETBHOCTh POMIOB, Y IOHBIX KCHIIWH JaHHAasI
0CcOOeHHOCTH BbIsiBIeHa [4]. B kaxnmoii rpyrine ormeva-
JIOCh TIO OJHOMY CJIy4alO0 OTEPATHBHBIX BJaraJUIIHBIX
ponoB: B 1-i1 rpymrie Oblia MpeArpuHsITa oTiepalms Hajao-
SKEHMST aKyIIepCKUX IIUIIIOB, BO 2-i TpYyIIe MpUMEHS-
Jlach BaKyyM-3KCTpaKIus TUiofa. AHOMAaJIUuU POIOBOI
NIesITeJIbHOCTH pekKe HaOIIogaanuch B 1-1i TpyIiIe mo cpaB-
HeHwmto co 2-i (14,3 u 30,8% cootBercTBeHHO; p=0,300).
DNU3NOTOMMUS BHITIOJIHSAIACH B -1 TpyIIie Takxke pexe,
yeM Bo 2-1 (19,0 u 34,6% cootBetcTBeHHO; p=0,330).

O0beM KpoBOTIOTEpU B 1-ii 1 2-ii rpynmax cocTaBu
250,0 (200—275) u 200,0 (200—250) MJI COOTBETCTBEHHO
(p=0,345). IlocneponoBoe KpoBOTeUeHUE HAOJIOIATOCH
Yy OIHOI MallMEeHTKU 1-i1 TpyIIbl, 00Nl 00beM KPOBO-
norepu coctaBwi 950 M, remoTpaHcdy3usi He TIpo-
BomwiIach. MeauaHa TPOJOJIKUTEIBHOCTH TIPeOBIBAHUS
MallMEHTOK B CTallMOHApe B IOCJAEPOIOBOM IepUOJIE
nocrurana 5,0 (4—5) cyr B 1-it u 4,0 (4—5) cyT Bo 2-i1
rpynmax (p=0,554).

AHTpOITOMETpUUYECKHE TTOKa3aTeIi HOBOPOXKIEH-
HBIX O00eUX TpyNI UMeId CTAaTUCTMYECKU 3HAYM-
MbI€ Pa3Iu4yus MO Macce TeJla U OKPYKHOCTH TOJIOBBI
npu poxnaeHuu (tad:ia. 3). [Ipu olieHke no mkaue Anrap
Ha |- 1 5-i1 MUHYTaX XU3HU HOBOPOXIECHHOTO HaMU
He OBLIO 3apeTUCTPUPOBAHO PA3IUYUIl MEXAY TpyrM-
mamu. MeavaHHOe 3HaAYeHUe B 00euX TPyInax cOCTaB-
nsto 7,0 6anna Ha 1-it munyTe n 8,0 Oayuta — Ha S-J.
CornacHo MeTogWYeCcKOMY TIHUCbMY <«Peanumanus
U CTaOMIM3alusl COCTOSIHUSI HOBOPOXICHHBIX JeTei
B poauibHoM 3aje» or 04.03.2020r. mporHocruue-
cKasl LIEHHOCTb OLEHKM 7 OajjoB IO Iukajae Amnrap
Ha |-t MUHYTe KpaifHe HU3Kas U He SABJISIeTCS KITMHUYe-
CKOI 3HAYMMOI JIJIS YCTAHOBJIEHUSI TUarHo3a ac(huKCuu
YMEPEHHOI U cpeaHeii cternieHu [9].

ITo pesynabratam ucclienoBaHUSI KUCIOTHO-OCHOB-
HOTO COCTOSIHUSI apTepHaIbHOM KpPOBU ITYTIOBUHBI
ypoBeHb pH B 1-ii rpyImie ObIJI JOCTOBEPHO HIKE, YEM
BO 2-i1 rpynne (MmeauaHa 7,23 u 7,30 COOTBETCTBEHHO).
VYpoBeHb nedunuta ocHoBanuii (BE) B 1-11 u 2-ii rpyn-
nax cocrasisut —6,25 [—10,53; —5,13] u —9,35 [-10,35;
—5,8] MMoJIb/J1 COOTBETCTBEHHO, 0€3 CTaTUCTUYECKU

3HauuMoi pasHuubl (p=0,138). [lo HamuM gaHHBIM,
ypOBeHb JilakTata B 1-i1 rpynme coctaBun 4,06 [2,65;
5,96] MMOJIb/IT 1 OBLT HUXE, YeM Bo 2-i1 rpymme — 5,70
[4,29; 7,63] mmonb/n (p=0,099). Ilo yposnio HCO,",
reMOTJI00MHA ¥ TeMaTOKPUTAa Pa3Inuuil B 00euX Ipyr-
nax He oTmeuajoch. [lpu aHanm3e ra3oBOro cocraBa
MYMOBUHHON KpoBM B 1-# rpynme yposeHb pO, ObLI
nocrosepHo Bbime (p=0,007), a pCO, — 10CTOBEPHO
Huxe (p=0,031), yem Bo 2-ii rpyrnme. CTOUT OTMETUTD,
yro pH wMmen cuiabHyr OTpULATENbHYIO KOppessi-
o ¢ ypoBHeM yakrara (r=—0,750; p<0,001) u pCO,
(r=—0,880; p<0,001).

B HayuHoI1 1uTepaType He CyIeCcTBYeT eAMHOTO MHE-
HUSI O TIOPOTOBOM 3HA4YeHUM HopmasibHoro pH myrmo-
BUHHOI KpoBU. TpaaulIMOHHO achUKCHUs onpeessiach
npu pH nynoBuHHO# KpoBu MeHee 7,2 [10], HO TecHas
CBSI3b C HEOJArONpUATHBIMU TePUHATATbHBIMA HCXO-
namu  otMevaercs Tosibko mipu pH<7,0 u nedunure
ocHoBaHuii 6osiee 12,0 mmosnn/a [11].

ITo manueiM E.R. Allanson u coaBt. (2016) [12],
JIJAKTaT TMYITOBUHHOW KPOBM MOXET CIIY>KUTh MapKepom
WHTpaHATaJIbHOM I'MITIOKCUU U META00JIMUECKOT0 allia03a
y iona. Ero ypoBeHb Koppenupyer ¢ pH, aedunnrom
OCHOBaHUSI MYMOBMHHON KPOBM M OLIEHKOM IO IIKaje
Arrap Ha 5-if MUHYTe XU3HU HOBOPOXIEHHOTO. Bhico-
KH€e YPOBHM JIaKTaTa MOTYT OBbITh MPEIUKTOPAMU HEBPO-
JIOTUYECKUX HEeOJAronpUsITHBIX UCXOIO0B, BKIIIOUasl TUII-
OKCHUYECKM-UIIeMUUecKyto 3Hiedanonatuo [12]. Tem
He MeHee, COIVIAaCHO cucTeMarndyeckomy oo3opy J.B. Sal-
vanos (2020) [13], HuU3KME YpOBHM JlaKTaTa acCOLMM-
pPOBaHbI C MO3UTUBHBIMU TIEPUHATATBLHBIMUA HMCXOIAMMU,
B TO BpeMsl KaK BbICOKME He BCerja CBs3aHbl ¢ HeOIaro-
MPUSTHBIMUA UCXOJaMU. YCTAaHOBJIEHO, UTO CPEIHUI YPO-
BEHb JIaKTaTa MOXeT KoJiebatbes ot 4,3 mo 6,0 MMoJIb/1I,
B 3aBHCHUMOCTHU OT CpoKa recraumu [13].

IlpyuHumasi BO BHMMaHME OTCYTCTBHE JOCTOBEPHBIX
MapKepoB I IMarHOCTUKU aC(UKCUN HOBOPOXKICHHBIX
C MCXOJIOM B HEBPOJIOTMYECKUE HAPYIIECHUS, HEOOXOIUMO
YUUTBIBATH HE ONUH KOHKPETHBIM KPUTEPUIA, a COBOKYII-
HOCTb OLICHKU 10 1Kayie Arnrap, nokasateneir pH, BE u,
BEpOSITHO, JlaKTaTa ImynoBruHHOM Kposu [10, 11, 12, 13].

B nipoBenenHoM Hamu ucciienoBaHuu pH mymoBuH-
Holt KpoBu MeHee 7,0 HaOmonancst y 3 HOBOPOXKIEHHbBIX

Tabauya 3. XapakTepUCTHKA HOBOPOXKIEHHBIX PH poxaenuu, Me [P, ; P

Table 3. Characteristics of the newborns at birth, Me [P,; P..]

IToka3zarenb 1-s rpynna (n=21) 2-s rpynna (n=26) P

Macca HOBOPOXIAEHHOTO, T 3370,0 [3077,0; 3685,0] 3250,0 [2962,5; 3340,5] 0,044
Poct HOBOPOXIEHHOTO, CM 51,0 [49,5; 53,0] 50,5 [49,8; 52,0] 0,166
OKpy>KHOCTb TPy, CM 34,0 [34,0; 35,0] 34,0 [33,0; 34,0] 0,055
OKpy>KHOCTb TOJIOBBI, CM 35,0 [34,0; 35,5] 34,0 [33,0; 34,0] 0,011
OlieHKa Mo nikajie Anrap, 6aibl

Ha 1-ii MuHYyTE 7,0 [7,0; 7,0] 7,0[6,0; 7,0] 0,166
Ha 5-if MUHYTE 8,0 [8,0; 8,0] 8,0[7,0; 8,0] 0,217
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OBMEH OlbITOM

2-ii rpynnbl, 3HaueHue BE nipu aTom cocraBuio —10,2,
—13,9 u —14,9 MmMob/11. Y 9TUX HOBOPOXIEHHBIX B paH-
HEM TIepUHATaJIbHOM IepUOoIe TUAarHOCTUPOBAHO THUIIO-
Kcndyecku-umemnueckoe mnopaxkenue LIHC cpenneit
CTETIEHM TSDKECTH, Y OIHOTO TaKXKe BHYTPMIKETYIOYKO-

Boe KpoBousyiusiHue | crereHu. ¥ ogHOro HOBOPOX/IEH-
Horo 1-if rpynmbl ObUT 3apeructpupoBaH pH mynoBuH-
Hoit kpoBu 7,015 u nedunut ocHoBaHui 17,7 MMOJIb/I
C MCXOJOM B TUMOKCUYECKU-UILIEMUYECKOE TTOPAKEHNE
IIHC cpenHeii cTrenieHN TSKECTH.

Y 1ioJia U HOBOPOXKJICHHOI'O

P59.9. HeonaranpHas xxentyxa HEYyTOUHEHHAST

1 HOBOPOXKIEHHOTO, B T.U.:

P92.1. CpeiruBaHue 1 pyMUHAIMST HOBOPOXKIEHHOTO

7.39.2. PyruHHOE mociiepoioBoe HaboaeHe

P70. lpexonsinye HapyIeHNS YTIIEBOIHOTO OOMeHa, Crielin(UIHbIE IS TUIoAa

Tabauya 4. Ouenka HoBopoxaennoro no mkane NACS B nepsbie 2 4 xusuu, Me [P,; P..]
Table 4. Distribution of NACS in the first 2 hours of life, Me [P,; P_.]
Onenka no mkayie NACS, 0ajibt 1-s rpymna (n=21) 2-g rpymna (n=26) p
IIkana aganTamyumn 9,0 [8,0; 10,0] 9,0 [8,0; 9,5] 0,839
IIIxayia maccMBHOrO TOHYyca 7,0[6,0; 8,0] 7,0 [7,0; 8,0] 0,432
IlIxayia akTUBHOTO TOHYCA 8,0[7,0; 10,0] 9,0 [6,0; 10,0] 0,523
I1Ikana 6e3ycIOBHBIX pedIIeKCOB 4,0 [4,0; 5,0] 4,0[3,0; 5,0] 0,152
I11kana o01Iero COCTOSTHUS 6,0 [6,0; 6,0] 6,0 [6,0; 6,0] 0,885
OO011ast olleHKa 35,0[33,0; 37,0] 34,0 [31,0; 36,5] 0,322
Tabauya 5. CTpyKTypa 3a00/1€BA€MOCTH HOBOPOXKIEHHbIX, a0c. (%)
Table 5. Newborn morbidity structure, abs. (%)
Ho3omorus (koq MKB-10) 1-3;]1;111)“ a 2-(”"2’;2;1 4 p
P05. 3amemeHHbIe pOCT M HEMOCTATOYHOCTD MUTAHUS TUIONA, B T.U.: 1(4,8) 1(3,8) 1,000
P05.0. «ManoBecH»Iii» 115 TeCTallIMOHHOTO BO3pacTa IO 1(4,8) 0 0,447
P05.1. Manblit pazaMep 110/1a ISl TeCTallMOHHOTO BOo3pacTa 0 1(3,8) 1,000
P12.0. KedamoremaToma mpu pomoBoit TpaBme 0 1(3,8) 1,000
P20.0. BHyTpryTpoOHas TMIIOKCHSsI, BIIEpBbIe OTMEUEHHAsI 10 Havyalla pOJoB 0 1(3,8) 1,000
P22.0. CunapoMm abIxaTeIbHbIX PACCTPONCTB Y HOBOPOXKIEHHOTO 0 0 —
P21.1. Cpennsist u ymepeHHas aCPUKCHS IIPU POXKIEHUN 2(9,5) 5(19,2) 0,436
P28.8. Ipyrue yrouHeHHbIE peCITUPATOPHbIE COCTOSIHUS Y HOBOPOKIEHHOTO 2(9,5) 0 0,194
P39.2. BHytpramHuroTrueckast MHGEKIMS T101a, He KiaccupuiiMpoBaHHAas B Apy-
P T 0 1(3,8) 1,000
P52.0. BHyTprKeayn04KoBoe KpOBOM3IMSIHUE (HETpaBMaTUueckoe) 1-ii cTeneHun 0 1 (3,8) 1,000

5023,8) 8(30.,8) 0,746

P61.4. [Iipyrue BpoxkIeHHbIE aHEMHM, He KJIaCCU(DUIIMPYeMbIe B APYTHX PyOpPUKax 2(9,5) 2(7,7) 1,000
P61.5. TIpexonsinas HeoHaTaJIbHAST HEUTPOTICHUS 0 1(3,8) 1,000
P61. [Ipyrue nepuHaTaIbHbIE TeMATOJIOTMYECKIE HAPYILIEHMSI, B T.4. 2(9,5) 1(3,8) 0,579
P61.8. [Ipyrue yrouyHeHHbIE ITepMHATaIbHbIE TeMATOJIOTMUECKIE HapyIIEHNS 0 1(3,8) 1,000
P61.9. TlepuHaTaaIbHOE TEMATOJIOIMYECKOE HAPYIIIEHUE HEYTOYHEHHOE 2(9,5) 0 0,194

6(33,3)  3(11,5) 0,086

P70.0. CuHIpoM HOBOPOXKIEHHOTO OT MAaTePH € FeCTALIMOHHBIM CaXapHbIM THa0eTOM 6 (33,3) 2(7,7) 0,058
P70.4. [ipyrue HeoHaTaIbHbBIC TUITOTTUKEMUK 0 1(3,8) 1,000
P83.1. HeoHatanbHast ToKcHUecKasi 3pureMa 2(9,5) 1(3,8) 0,579
P91. Ipyrue HapyiieHus 1epedpajibHOro cratyca y HOBOPOXIEHHOTO, B T.U.: 3(14,3) 3(11,5) 1,000
P91.0. Mmemust mo3ra 3(14,3) 1(3,8) 0,311
P91.6. [umokcuyeckast uieMuIeckast HIedanonaTsi HOBOPOXKICHHOTO 0 2(7,7) 0,495

3(14,3) 3(1L1,5) 1,000

Z20.5. KoHTaKT ¢ 60JIbHBIM MJIM BO3MOXHOCTh BUPYCHOTO T€IaTUTa 1(4,8) 1(3,8) 1,000

4 (19,0) 7(26,9) 0,731
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Hamu  mpoBeaeHa  olieHKa  HEPBHO-TICUXWYE-
CKOTO pPa3BUTHUS HOBOPOXIEHHBIX IO IKaje Neurog-
ical and adaptive capacity scoring (NACS) yepe3 2 u
nociyie poxneHus. Illkanma NACS paspabortanHa B 1982 1.
C. Amiel-Tison u coaBrt. [8] mwist onpenesieHUs] MeaUKa-
MmeHTo3HoH aernpeccun LIHC y moHomIeHHOro HOBOPO-
XneHHoro. C moMoIIblo 3TOro TecTa MOXKHO OLIEHMBATh
BJIMSTHAE Ha HOBOPOXIEHHOTO TeX WJIM MHBIX METOIOB
00e3001MBaHNS POIOB.

IMonyyeHHBIe HaMu JaHHBIE CBUAETEILCTBOBAIN
00 OTCYTCTBMM HEXeJaTeJIbHOTO BIUSHUS STUAYpaTb-
HOIf aHaJbre3un POJOB HA HEPBHO-TICUXWUYECKMIT CTa-
Tyc HOBOpoXIeHHoro (Tabi. 4). Kak no o0iieit olieHke,
Tak M IO OTAEJbHBIM pa3jiejiaM CTATUCTUYECKU 3HAYU-
MBIX Pa3Iu4uil MeXIy IpynrnamMyd He oTMedaiock. Hop-
MaJIbHbIe 3HaYeHUsI NPUHATHL 35 OayutoB W BhIIE [§].
Menuannsie 3HaYeHus 1o mkaire NACS B 1-i rpymie
ObUIM paBHBI 35 Oasiam, Bo 2-it — 34 Gautam.

ITporoIXUTETLHOCTD MPeObIBAHNSI HOBOPOXKICHHOTO
B cralMoHape B 1-ii rpymme cocraBuia 5 [4; 6] nHeid,
Bo 2-1ii rpyniie — 4,5 [3,0; 7,5] aHs 1 He UMeJia CTaTUCTU-
YeCcKM 3HAUMMBbIX pa3inuuit Mexay rpynnamu (p=0,974).
OnHOMY HOBOPOX/IEHHOMY TTOHA/100M1aCh MEIULIMHCKASsT
ITOMOIIb B YCJIOBUSIX OTAEJECHHUSI peaHUMAalui U WHTeH-
CHUBHOM Tepanyi HOBOPOXKIECHHBIX B TeUeHUE 3 CYT BBUILY
MepeHeCEeHHOM COYeTaHHOM ITMITOKCUY C UCXOJOM B UIIIE-
MUWYECKU-TUTIOKCUYECKYIO 3HIIeaIoNnaTuio  CpenHei
TskecTu. PeGeHoK ObuT BeIMMcaH Ha 10-e CyTKU KU3HU
B Y/IOBJICTBOPUTETLHOM COCTOSTHUMU.

IIpoBeneHue pecrMpaTopHOl Tepanuu MOTpedoBa-
Joch 2 (9,5%) HOBOPOXAEHHBIM 1-ii TPYMITBI (B OJHOM
cllyyae — KHCJIOpOIOTEparusi B poJOBOM 3ajie, B ApPY-
rom — CPAP B teuenue 30 muH) u 4 (15,4%) HOBO-
POXIEHHBIM BO 2-i1 rpymnme (B 3 ciydasx — KUCJIO-
ponoreparnusi B pomoBoM 3aie, B 1 ciyuae — CPAP),
0e3 CTaTUCTUYECKU 3HAYMMBIX pasnmnuuii (p=0,678).

B cTpykType 3abojieBaeMOCTH HOBOPOXIASHHBIX
HaMM He OBbUIM TIOJIyYeHBl IOCTOBEPHBIC pa3TUUMS
Mexay rpynmnamu (tadn. 5). B 1-i1 rpynme auarHos
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cpenHelt u ymepeHHol achukcum (P21.1) Obln ycra-
HoBJIeH 2 (9,5%) HOBOPOXIEHHBIM, BO 2-i1 TpyIIe —
5 (19,2%), 6e3 cTaTUCTUYECKM 3HAYMMBIX pa3TAuMit
(p=0,436). B cTpykType mnepuUHATaJbHON MATOJIOTHU
TUMOKCUYECKU-UIIeMUYeCKe HapyIIeHUs [iepedpaib-
HOTO cTaTyca HaOJoJaluch y 3 HOBOPOXIECHHBIX
B KaXmoi rpyrre, 4To coctaBmwio 14,3 u 11,5% coot-
BeTcTBeHHO (p=1,000).

3aknovyeHue

B pesyabraTe Halliero ucciaenoBaHuUs Mbl HE OOHapy-
KWJIM OTPULIATESIBHOTO BJIMSIHUS 3MUAYPAIbHON aHasb-
re3uy poJIOB Ha OLIEHKY Y HOBOPOXKIEHHBIX IO IIKaJe
Arnrap Ha 1-it 1 5-if MuHyTax Xu3Hu U 1mkKaie NACS
yepe3 2 4 mocie poxaeHus. Mcronb3oBaHue IadTeb-
HOW 3MUaypaibHON aHAJbIre3Uu POIOB Y IOHBIX XKEHIIUH
conpoBoxaanock cHwxkeHreM pH u pO, 1 MoBbILIEHHEM
pCO, B apTepraibHON MyNOBUHHON KPOBU IO CPaBHE-
HUIO C TaKOBBIMM TpU 00€300JIMBAHUU TPUMEIEPUIM-
HOM. DTO CBUJIETEJILCTBYET O 00Jiee BHIPAXKEHHOM CIIBUTE
KHUCJIOTHO-OCHOBHOTO COCTOSIHUSI KPOBH TIJI0JIa B YCJIO-
BUSIX IJTATEJIbHOM 3MUaypajibHOM aHaibre3nn. HoBopox-
IEeHHBIM 2-#1 TPyIIbl 4alle TpeOoBajach pecIupaTop-
Hasl MoJiepKKa 0e3 CTaTUCTUYECKU 3HAYMMOM pa3HUIIbI.
YuurbiBast TecHyt0 Koppesnsuuio pH nmynoBuHHO KpoBU
¢ ypoBHamu nakrara u pCO,, cieayer NpuidTk K 3aKio-
YEHUI0, YTO JAaHHbIE MapaMeTpbl MOTYT CIYKUTb JOTMOJI-
HUTEJIbHBIMU KPUTEPUSIMU B OLIEHKE CTETIEHU TSKECTU
ac(UKCHUU HOBOPOXICHHBIX.

JnurenpbHasi snuaypaibHasi aHAJbre3Usl  CIIY>KUT
3 HEKTUBHBIM METOAOM 00300/ 1MBaHMsT ponoB. B cBs3u
C TEHJEHIIMEeN K YBEJMUYEHUIO YaCTOThl TMITOKCUUECKOTO
nopaxeHust [LIHC y HOBOpOXXIEHHBIX K 4aCTOTHI OTepa-
TUBHBIX POAOB B YCJIOBUSIX JIUTEIBHOW 3MUIYpaTbHOMN
aHajbre3aun 00e300JIMBaHUE IOHBIX KEHIIUH OOYCIOB-
JINBaeT HEOOXOIMMOCTh WHIMBUAYAJbHOTO MOIXOAa
C TIpMBJICYEHUEM MYJIBTUAUCUMIIMHAPDHONW KOMAaH/IbI,
cocTosleil M3 aKyllepa-TMHEKOoJIora, aHecTe3uoJiora-
peaHMMaTroJ0ora 1 HeOHaToJI0ra.
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Pa3BuTHE AHTHOMOTHK-ACCOIMMPOBAHHOIO AMCOMO03a Y JeTeil pAHHEro BO3pacTa
NpPH OCTPbIX KMIEeYHbIX MHGeKIUIX B A3epoaiikane

3.M. Kyauesa', JI.U. Pycmamosa’, T.U. Hoadosa’

'A3epbaliixxaHCK1Ii rOCyAapCTBEHHbI MHCTUTYT YCOBEPLLEHCTBOBaHUS Bpadyen M. A. AnneBa, baky, A3epbalioxaH;
°Hay4HOo-nccnenoBaTenbCkuii MIHCTUTYT MeauumMHCKor npodunaktnku nm. B.KO. AxyHaoBsa, baky, AsepbaingyxaH

Development of antibiotic associated dysbiosis in children of early age with acute intestinal
infections in Azerbaijan

Z.M. Kuliyeva', L.1. Rustamova®, T.1. Ibadova’

'The Aliyev Azerbaijan State Institute of Advanced Training for Doctors, Baku, Azerbaijan;
2 Akhundov Scientific Research Institute of Medical Prophylaxis, Baku, Azerbaijan

Ieas uccaenosanus. VI3yunTh MUKPOOHOIOTHYECKHE 0COOEHHOCTH MUKPO(IOPHI KMIIEYHHUKA Y IeTeil pAHHET0 BO3PACTA MPH OCTPBIX
KHMIIEYHbIX HH(EKIHUAX.

XapakTepucTHKa JeTeii i MeTobl uccienosanus. [Iposeneno 0akTeproiornyecKoe HCcenoBaHie KajioBbix Mace 338 mereii ¢ ocTpbiMEI
KHIIeYHbIMHI HH(EKIMSIMI, KOTOPbIE HAXOWIHCH HA CTAMOHAPHOM U aMOY/IATOPHOM JieueHnn. Bo3pacTHasi CTPYKTypa NalyeHToB, HAXO0-
nsnmxces B cranponape ot 0 1o 6 mec — 52 (29,1%), 7—12 mec — 57 (31,8%), 1-3 rona — 70 (39,1%). Pacnipenenenue aereii, Haxons-
HHXCS HA aMOYJIATOPHOM JiedeHuu, ObLT10 ciaeayrommm: ot 0 10 6 mec — 59 (37,0%), 7—12 mec — 35 (22,0%), 1-3 rona — 65 (41,0%).
Pesyabrarel. YcTanoBjieHo, uto orcyrctBue Escherichia coli (55,7%) u oudmunodakrepuii (81,2%) npeod.1a1aio y cTaMOHAPHBIX
00JIbHBIX, 4 Y aMOYJATOPHBIX OOJILHBIX 0TMEYAJIOCh YMEHbIIEHHE UX coaepxKaHus (cooTBeTcTBeHHO 67,3 u 36,5%). Cpenu npen-
CTaBHTEJell YCJIOBHO-IATOTeHHON MHMKPO(Iopbl Juaupyomee Mecto 3anumana Candida albicans, xoropas 0osee yem B 50%
ciydyaeB ObL1a JHATHOCTHPOBAHA KAK Y CTAMOHAPHBIX, TAK U y aMOynaTopHbIX 0oabHbIX. Jlnmb B 12,8% cayyasx oOHapyxKeHbI
Staphylococcus aureus, Proteus, y onxoro 6osbnoro — Klebsiella, y 5 (9,6%) — Salmonella enteritidis.

Karouesvte caoea: demu, pannuii 603pacm, ocmpule KuuieuHvle UHGeKyuu, aHmuduomuK -accoyuupo8antbiii OucoU03, ycA06HO-NAMo-
2eHHASL MUKDOAOpa.

Ansa untuposauns: Kynnesa 3.M., Pyctamosa J1.U., banosa T.V. Pa3zButne aHTMOGMOTHK-aCCOLMMPOBAHHOIro Ancbuosa y AeTel paHHero
BO3pacTa rnpu 0OCTPbIX KULLIEYHbIX HGeKLmsIx B A3epbarinxaHe. Poc BecTH nepuHaton v neguatp 2021; 66:(3): 125-127. DOI: 10.21508/1027—-
4065-2021-66-3-125-127

Objective. To study microbiological peculiarities of intestinal microflora in children of early age with acute intestinal infections.
Material and methods. The scientists carried out the bacteriological examination of 338 children with acute intestinal infections, who
were on inpatient and outpatient treatment. The age structure of patients on inpatient treatment from 0 to 6 month — 52 (29,1%),
7—12 month — 57 (31,8%), 1-3 years — 70 (39,1%). The distribution of children on outpatient treatment: from 0 to 6 month — 59
(37,0%), 7—12 month — 35 (22,0%), 13 years — 65 (41,0%).

Results. It was determined that absence of Escherichia coli (55,7%) and bifidobacterium (81,2%) prevailed in patients on inpatient
treatment while in patients on outpatient treatment there was the reduction of these bacteria (67,3% and 36,5% accordingly). Among
the representatives of opportunistic microflora, the leading place was occupied by Candida albicans, which was diagnosed in 50%
of both inpatient and outpatient children. Only 12,8% cases there were diagnosed with Staphylococcus aureus, Proteus, one patient
was diagnosed with Klebsiella, and 5 (9,6%) patients were diagnosed with Salmonellaenteritidis.

Key words: children, early age, acute intestinal infections, antibiotic-associated dysbiosis, the opportunistic microflora.

For citation: Kuliyeva Z.M., Rustamova L.1., Ibadova T.I. Development of antibiotic associated dysbiosis in children of early age with acute in-
testinal infections in Azerbaijan. Ros Vestn Perinatol i Pediatr 2021, 66:(3): 125—-127 (in Russ). DOI: 10.21508/1027-4065-2021-66-3-125-127
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KMIIIeYHbIe MHOEKIMN 3aHUMAIOT OOHO U3 ITePBBIX
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OIHOW M3 OCHOBHBIX MPUYUH HapyLIEHUsST MUKPOMDIOPHI
KeJMynouHo-KuIlleyHoro Tpakrta [1, 2]. W3meHeHue
3TUOJIOTMYECKOUN CTPYKTYpPbl 3TUX 3a00JieBaHUI y AeTeit
00YCJIOBIMBAET HEOOXOAMMOCTb IEPEOCMBICIEHMS Tepa-
MEeBTUYECKUX TMOJIXOA0B, UCIOJb3YyeMbIX B MeauaTpuye-
CKOW MpaKTUKe.

K ¢akropam, omnpeaensiioliuM TSIXECTb OCTPbIX
KUIIEYHBIX MHGEKIMNA, UX MPOAOJIKUTETbHOCTh, UCXOJ
U CPOKM CaHaUMUU OT BO3OYAMTESSI, OTHOCUTCSI COCTOSI-
HUE MMKpOOHOIlIeHO3a KMIIeuHUKa. Posib Hopmaib-
HOIl MMKpPOGJIOpbl KUIIEUHUKA TPU pacCMaTpUBaEMbIX
3a00J1eBaHUSIX 3aKJII0YAETCs B MOMAECPXKAHUM MEXaHU3-
MOB €CTECTBEHHOM PE3UCTEHTHOCTU 3a CYET KOHKYpPEH-
LIMU C MaTOreHaMu 3a PeUenTOpbl CIU3UCTON 000JI0UKU
KMIIIEYHMKA Ha CTalu UX TEePBUYHON aAre3uu v KoJio-
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Hu3anuu  [2]. KoMIulekC maToOIOTMYeCKMX CIBUTOB
B COCTaBe KHUIIEYHONH MUKPOMIOPHI C COOTBETCTBYIO-
IIUMUA  KJIMHAYECKUMU TIPOSIBIICHUSIMU, CBSI3AHHBIM
C IMCOMO30M, Pa3BUBIIMMCS BCJICICTBUE TTPUMEHEHUS
aHTUOMOTUKOB, B 3apy0eXHOI JIMTepaType 4acTto 000-
3HAYalOT KaK aHTUOMOTUK-aCCOLMMPOBAHHAs auapest
(antibioticassociated diarrhea) [1, 2].

Hcxons n3 Hamx npeAcTaBIeHnid 00 3TOM mpoliecce,
MBI CUMTAEM, YTO TEPMUH <«aHTUOMOTHMK-aCCOLMUPOBAH-
HBII TMCOMO3» KUIIIEYHNKA IaTOreHeTHIeCKH 0ojiee 000C-
HoBaH. YacToTa BOBHUKHOBEHHUSI 9TOTO COCTOSIHUSI, 10 IaH-
HBIM pa3JIMUHBIX aBTOPOB, Koyiebsercsa ot 5 mo 39% [3].
HapyireHnss MuUKpoOMoILieHO3a KHUIIEYHUKA BO3HUKAIOT
BCeTIa B pe3y/IbTaTe BIMSHUST KaKUX-TM00 (haKTOPOB, XOTS
YCTaHOBUTD MEPBOIPUUMHY He BCeraa ObIBaeT IIPOCTO.

OnHOI M3 TOCTaBJEHHBIX Tepea HaMU 3a1ad ObLIo
U3y4eHrne MUKPOOMOJIOTMUECKIX OCOOEHHOCTE MUKPO-
(yropsI KMIIIEYHWKA Y IeTeil paHHETO BO3pacTa Mpu OCT-
PBIX KMIIEYHBIX MH(PEKIIMSIX.

XapakTtepuctuka getein U MeToabl UCCrefoBaHUS

IMpoBeaeHo OaKTEPUOJIOTUYECKOE  MCCIIEI0BaHUE
KaJIOBBIX MacC IJISI OLIEHKU COCTOSTHMSI MUKPOMIIOPHI
y OOJTBHBIX OCTPBIMU KUIIIEYHBIMUA MH(MEKIUSIMU pa3Iny-
HoOIi sTHojorun: 179 mereit HaXOOMJIMCh HA CTallMOHAp-
HOM JiedeHUM U 159 mereii TOro ke Bo3pacrta moJrydaiu
amOyJslaTopHoe JiedeHMe. BospacTHasi cTpykTypa nauu-
€HTOB, HaxOAsIIMXcs B ctalioHape: ot 0 1o 6 Mec — 52
(29,1%), 7—12 mec — 57 (31,8%), 1—3 roma — 70 (39,1%).
Pacnipenenenue nereit, HaXomSIIMXCST HA aMOyJIaTOPHOM
JledeHrn, o110 caenytomum: ot 0 1o 6 mec — 59 (37,0%),
7—12 mec — 35 (22,0%), 1—3 roma — 65 (41,0%).

JlabopaTopHble ncceqoBaHus BKIIIOYAIN 3THUOJIOTH -
YECKYIO U KITMHUUYECKYIO TUarHOCTUKY. DTHOJOTUYECKYIO
JMUAarHOCTUKY KHWIIEUHBIX WHMEKINIA OCYIIECTBISIN
TIpY UCCIIETOBAHUU KaJTOBBIX MacC OaKTEPUOJIOTMUECKIM
MeTomoM. M3ydeHHe KayeCTBEHHOTO W KOJWYECTBEH-
HOTO COCTaBa MMKPOMJIOPHl KUIIEUHUKA ITPOBOIMIN
C WCIOJIb30BAaHMEM CTaHAapTHOTO MUKPOOMOJIOTHYE-
CKOTO MCCJIeIOBAHUS KaJla.

Cratuctuyeckyro oOpabOTKy IOJYYeHHBIX JaHHBIX
BBITIOJTHSITA C MCTIOJIb30BAaHWEM CTAHIAPTHBIX METOIOB
BapUaIlMOHHON CTATUCTUKHU (pacCYMTaH SKCTEHCUBHBIN
rokasareb).

PesynbTaThbl M 06CyXaeHne

CocrosiHue cTalMoHapHbIX OosibHbIX (179 pgereit)
B OCHOBHOM OBLIO OLIEHEHO KakK KpaliHe TsiKesioe — y 91
(49,7%) n ovyeHb Tsokenoe — y 52 (28,4%), a 'y octaib-
HbIX — Tspkenoe. CTeneHb WX TSKECTH YCYTyOusiach
COIYTCTBYIOIIMMU  3a00JIEBAHUSAMU, TPEMOPOMIHBIM
(oHOM, XapakTepoM BCKapMJIMBaHMS, a TakKKe Heoboc-
HOBaHHBIM, HEPAlMOHAJIBLHBIM U JUTUTETLHBIM ITPUEMOM
aHTHOAKTepUabHBIX TIpenapatoB — 76 (42,5%) nereii
0 TOCTIMTATN3AlUN JICYWJIUCh aMOyJIaTOPHO WJIM CTa-
IMOHAPHO W HEOTHOKPATHO W JUTUTEIHLHO TIOMyJaan
aHTMOMOTHKM. HeoOboCHOBaHHBII M HepalMOHAIbHbIN

OBMEH OlbITOM

MpUeM aHTUOMOTUKOB Y JeTeil JaHHOI TPYMIIbI, TTO-BU-
IUMOMY, M3MEHWI COCTaB KHUIIEYHON MUKPOGIOPHI,
KOTOPBI CITOCOOCTBOBAJl TOBPEXKICHUIO 3HTEPOLIMTOB
1 HapyLIEHWIO MOTOPUKHU M (PU3UOJIOTMYECKUX TPOIIEC-
COB B KHUIIEYHUKE, TIPUBET K TMOBBIIICHUIO MPOHMIIAE-
MOCTHU KUIIEUYHOM CTEHKM, CHU3WII 3alllUTHbIE CBOMCTBA
CIIM3UCTOrO Gapbepa, co3maBasi YCIOBUS JUISI Pa3BUTHS
MaTOreHHBIX MUKPOOPTaHW3MOB M Pa3BUTUIO aHTUOWO-
TUK-aCCOIMMPOBAHHOTO TMCOMO3a.

Ha  ocHoBaHMM  pe3yiabTaToB  OOCJEIOBaHUS
y 126 nereii, cpenu KoTopwix 74 (58,7%) neunnuch B cTa-
uvoHape u 52 (41,2%) amOyIaTopHO, OBLT TMATHOCTUPO-
BaH aHTUOMOTUK-aCCOLMMPOBAHHBIN a1cOno3. B uucie
AHTMOMOTUKOB, KOTOpbIE IOJyYadu JAE€TH U KOTOpPBIE
CITOCOOCTBOBAJIM Pa3BUTHIO AMCOMO3a, — aMITULIMIIIUH,
aMITMOKC, aMITULIMI, TEHTAMUIIVH, LIe(ha3rH.

KnuHudeckast cuMIitoMaTka He uMelia crieiduue-
CKMX ocoOeHHocTeil. JIncOmo3 IposIBISIICS TPOIOJIKH-
TEJbHBIM JAMApEHHBIM CUHAPOMOM, HEYCTOMYMBBIM CTY-
JIOM, METEOPU3MOM, TIEPUOINIECKIMHU OOJISIMU B XKMBOTE,
WHOTJA PBOTOI, CHIDKEHUEM aITeThuTa, OJIeTHOCTBIO KOXK-
HBIX TOKPOBOB, HU3KUM YPOBHEM TeMOIIOOMHA B KPOBH.
W3 obenenoBannbix 33 (21,2%) pebeHka Mmoydanu Tpy-
Hoe MoJioko, 46 (29,5%) HaxogwyinMch Ha WCKYCCTBEH-
HoM 1 77 (49,4%) Ha cMelIaHHOM BCKapMJIMBaHWU, UTO,
MO-BUIMMOMY, UMEJIO HeMaJloe 3HaYeHUe B HECOBEPIICH-
CTBE 3alIUTHBIX MEXaHW3MOB 9KOCHCTEMbI KMIIIEYHUKA.

IMpu m3yyeHun MUKPOGIOPHl KUIIEYHUKA Y AeTei
ObLTM BBISIBJICHBI KOJWYECTBEHHBIE M KauyeCTBEHHBIC
W3MEHEHUsI DPa3JIMYHON CTETIeHW, KOTOPbIE TPOSBIISI-
auchk B Tiokazatensix Escherichia coli, budunodakrepuit
U POCTOM YCIIOBHO-TIATOTEHHBIX MUKPOOOB. [1pu cpaBHe-
HUU TIoKa3aTeJieid MUKPO(IOPHI MEXKIY CTAIlMOHAPHBIMU
(74) nambynatopHbiMU (52) OOJbHBIMU BbISIBUIUCH CTa-
TUCTUYECKU 3HAUYMMbIe MU3MEHEHUS B KOJIMYECTBEHHOM
1 KayecTBeHHOM coctaBe. OtcyrctBue E. coli (55,7%)
u oucpunodakrepuit (81,2%) mpeobnamano y crammo-
HapHBIX OOJBHBIX, a Y aMOYJIAaTOPHBIX OTMEUYaJIoCh CHU-
JKEHME UX cofepkaHus (COOTBETCTBeHHO 67,3 u 36,5%).
VY 4 (7,7%) neteir konudectBo E. coli n 6udumodbakre-
pHIi OCTaBAJIOCH B IIpeeIaX HOPMbI, U TOJIBKO Y 5 (9,6%)
noxasaresb E. coli ObUI BblllIe HOPMBI.

Cpenn MpeACTaBUTEICH  YCIOBHO-TTATOT€HHBIX
MMKPOOPraHMU3MOB JINIUpYIOlIee MecTo 3aHuMana Can-
dida albicans, xoTopas 6oiyiee ueM B 50% ciydyaeB ObLIa
JIMarHOCTUPOBaHA KaK y CTallMOHAPHBIX, TaK U 'y aMOy1a-
TOPHBIX O0TBHBIX. JIUIIb B 12,8% cirydasix ObLTHA BbICESTHbI
Staphylococcus aureus, Proteus, y 1-ro 6oabHOro — Klebsi-
ella,y 5 (9,6%) — Salmonella enteritidis.

W3BecTHO, YTO OCHOBOM TPOPUIAKTUKM IHCOMO3a
KUIIEUHWKA CITyKaT palMOHaIbHas aHTUOMOTUKOTEepa-
MUSE U UCKITIOYeHNEe HeOOOCHOBAHHBIX CTydyaeB Ha3Haue-
HUSI aHTUOAKTepUaIbHBIX CPEICTB. Y AeTeil epBOro roaa
JKU3HU BaXXHBIM  (haKTOPOM TIPOMUIAKTUKY  SIBJISIETCSI
COXpaHeHMe TPYJIHOTO BCKaApMJIMBAHMS WM, TIPU HEBO3-
MOXHOCTH, MCTIOJIb30BaHUE CMecell ¢ TIpeOnoTuKamu [4].
Kpome Toro, B 1000M BO3pacTe KIMHUYECKM OOOCHO-

POCCUVICKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2021; 66:(3)

126

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(3)



Kyauesa 3.M. u coasm. Pa3Butue aHTHOMOTHK-ACCOLMMPOBAHHOTO IUCOM03a Y eTeii paHHETO BO3PACTa MPU OCTPBIX KUTIIEYHBIX NHGEKIMIX B A3epOaiirkaHe

BaHO COYETAHHOEC Ha3HAYCHUE AHTUOMOTMKOB C IIperia-
paramMu-TIpoOMOTUKaMK. [103TOMy KOppeKLMs aHTHOHO-
TUK-aCCOLMMPOBAHHOTO AMCOMO03a BKIIIOYAET Ha3HAYEHUE
SHTEPOCOPOEHTOB U MPOOUOTUYECKHX MTPENapaToB C y4e-
TOM BO3PACTHBIX ¥ KIIMHUYECKMX OCOOEHHOCTEM OOJIbHBIX
1 MMKPOOMOJIOTMYECKHUX OCOOEHHOCTEN KUIIIEYHUKA.
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OBMEH OlbITOM

O1ueHKa COCTOSTHHSA HOBOPOKIEHHBIX OT JKEHIIMH IO3HEr0 PenpoAyKTHBHOIO Mepruoaa
X.M. Omaposa’, 5.C.-A. Hopaeumosa?, T.X.-M. Xawaesa', U.X. Mazomedosa', P.I. Omaposa’,
3.1 Iepeiixanosa’, 3.A. Abycyesa’, b.A. Abycyesa’

'®reQy BO «darectaHCkuii rocyoapCTBEHHbIN MEANUMHCKUIA yHMBEpCcuTeT» MuH3gpasa Poccun, Maxadkana,
Pecnybnuka JarecTaH, Poccus;
2IBY KypuanoeBckoro parioHa «Kypyanoesckas LeHTpanbHas paiioHHas 6onbHuLa», Kypuanoii, YeueHckas Pecnybnuka, Poccust

Assessment of the health status of infants born from women of the late reproductive period

Kh.M. Omarova’, E.S.-A. Ibragimova?, T.Kh.-M. Khashaeva', 1. Kh. Magomedova’, R.G. Omarova’,
E.G. Gereykhanova', Z.A. Abusueva', B.A. Abusueva’

'Dagestan State Medical University, Makhachkala, Republic of Dagestan, Russia;
2Kurchaloy Central District Hospital, Kurchaloy, Chechen Republic, Russia

Heab uccnenoBanus. OueHKa COCTOSHUS HOBOPOXKIEHHBIX OT JKEHIIMH IMO3IHEr0 PenpoIyKTHBHOTO MEpHOIa B 3aBUCHMOCTH
OT NApUTETA POJIOB.

XapakrepucTuka jiereii u MeToabl uccienosanus. Oociaenosans 130 6epemennbix u ux 130 HoBopoKAeHHBIX: 60 MepBOpOAAIIUX
MO3/IHEr0 PenpoAyYKTHBHOTO mepuoaa u ux 60 HoBopoxkaeHHbIX (1-s1 rpynna), 40 MHOTOPOMKABIIMX NMO3JHEr0 PENPOLYKTHBHOIO
nepuona u nx 40 HoBopoxkaeHHbIX (2- rpynna), 30 3m0poBbIX OepeMeHHbIX B Bo3pacTe oT 18 mo 25 jer u ux 30 HOBOPOKIEHHBIX
(3-1, nim KonTposbHas rpynna). [IpoBeseH peTpoCneKTUBHDII AHAN3 TEYEHUS TeCTAIMA U MEPUHATAIBHBIX NCX0/10B. U3 uHCTPY-
MEHTAJIbHBIX METO/I0B UCCJIE0BAHMS NIPUMEHSIUCH YIBTPA3BYKOBOE CKAHUPOBAHUE U HEPOCOHOTPausi HOBOPOK/IEHHbIX.
Pesyabrarsl. Y KeHIINH NO3/IHEr0 PeNpPoIyKTHBHOTO NMepuo/ia B 2 pa3a yaiie poxKIAI0TCs JeTH B COCTOSIHUM acUKCHH, Y KOTOPBIX
B 1,5 pa3a yaiue BbIsIBJISIOTCS HEBPOJOTHYECKHE PACCTPOMCTBA M B 2 pa3a yaiie HA0JI0AeTCs CI0KHAS MOCTHATAIBHAS aIaNTaALMs
W HAPYIIEHHUs1 TePHHATAILHOrO nepuoaa. Cpeu KeHIMH MO03IHET0 PeNnpoAYKTHBHOTO MEPHOA MO BHIPAKEHHOCTH BCeX HAPYIIEeHUi
Y HOBOPOZK/IEHHDBIX BbIIEJISIOTCS NEePBOPOISAIIME.

3akmouenne. Bo3MoKHO, BLICOKASI YACTOTA HEBPOJIOTHYECKUX 3200J1€BAHMIA Y IeTell, POXKIEHHBIX KEeHIIMHAMHU MO3IHETO Penpo-
JTYKTHBHOTO NEepPHO/ia, CBS3aHA C BO3PACTHHIMU U3MEHEHUSIMU B UX MOJIOBBIX KJIETKaX, IPUMEHEHHEM BCIIOMOTaTeIbHbIX PenpoayK-
THBHBIX TEXHOJIOTHii, IPMEMOM FOPMOHAJIbHBIX MPENapaToB B PaHHEM CPoKe OepeMeHHOCTH. IloJyueHHble TaHHDbIE TOJIKHBI ObITH
yuTeHbI aKylllepaMH B npouecce BeJeHust 0epeMeHHOCTH Y JKEHIIMH NO3/IHero PenpoIyKTHBHOTO BO3PACTA, BKJIIOUEHHUS UX C PAHHUX
CPOKOB B IPYNIY BHICOKOTO PUCKA PAa3BUTHsI HEBPOJIOTHYECKHUX HAPYIIEHUH Y IeTeid.

Karouesnie caosa: HosoposcdenHble, Heaporoeuveckue Hapyulenus, dbepementble, NO30HUL penpo0yKMUBHbLIL 603pACH, MHO20POICAB-
uiue JCeHUfUHbL.

Ansa untuposaunsa: Omaposa X.M., Ubparumosa 3.C.-A., Xawaesa T.X.-M., Maromenosa N.X., OmapoBa P.I"., leperixaHoBa 3.I., Abycye-
Ba 3.A., AbycyeBa b.A. OueHka COCTOSIHUSI HOBOPOXAEHHbIX OT XEHLUMH 034HEero penpoaykTMBHOro nepuoaa. Poc BeCTH nepuHaTon v negu-
arp 2021, 66:(3): 128-133. DOI: 10.21508/1027-4065-2021-66-3-128-133

Objective. To assess the condition of newborns from women of the late reproductive period (LRP), depending on the parity of births.
Material and methods. The authors examined 130 pregnant women and their 130 newborns. Group I consisted of 60 primiparous
women of late reproductive period and their 60 newborns, Group II included 40 multiparous women of the late reproductive period
and their 40 newborns, Group III (control group) consisted of 30 healthy pregnant women aged from 18 to 25 years and their 30
newborns. The authors performed a retrospective analysis of the gestation course and perinatal outcomes. Ultrasound and neuroso-
nography were used among the instrumental research methods.

Results. Women of the late reproductive period gave birth to children in a state of asphyxia twice more often, who develop neurological
disorders 1,5 times more often and complex postnatal adaptation and disorders of the perinatal period are twice more likely. Among
women of the late reproductive period, primiparous women gave birth to children with the most severe disorders.

Conclusion. The high incidence of neurological diseases in children born from women of the late reproductive period is associated
with age-related changes in their germ cells, the implementation of assisted reproductive technologies, and the intake of hormonal
drugs in early pregnancy. The data obtained should be taken into account by obstetricians in the course of pregnancy in women of late
reproductive age; they should be included in the group of high risk of developing neurological disorders in children.

Key words: newborns, neurological disorders, pregnant, late reproductive age, multiparous women.

For citation: Omarova Kh.M., Ibragimova E.S.-A., Khashaeva T.Kh.-M., Magomedova |.Kh., Omarova R.G., Gereykhanova E.G., Abusueva Z.A.,
Abusueva B.A. Assessment of the health status of infants born from women of the late reproductive period Ros Vestn Perinatol i Pediatr 2021;
66:(3): 128-133 (in Russ). DOI: 10.21508/1027-4065-2021-66-3-128-133

BCOBpeMeHHOM aKylIepcTBe BO BCEM MHpPE aKTy-
aJbHa MpobiieMa 6epeMEHHOCTH Y KEHIIUH B BO3-
pacte ot 30 mo 44 neT, T.e. B MO3HEM PENpPOAYKTUBHOM
nepuone. I1o maHHBIM OTe B €CTBEHHOM M 3apyOeskKHO
JIUTEpaTyphbl, 6EPEeMEHHOCTh B 3TOM BO3pacTe paccMa-
TpUBaeTcsl Kak (haKTOp BBICOKOTO PUCKA MaTepUHCKOM
U TIepUHATAIbHOM 3a00JIeBaeMOCTUA U cMepTHOCTH [1—3].

CocTosiHuEe 370pOBbSI JIeTeil BO MHOTOM OIIpee-
JISIETCS COCTOSIHMEM 3JI0pPOBbSI MaTepu, €€ BO3PacTOM,
COLIMAJIbHO-TICUXOJIOTUYECKUM CTaTyCOM U TEYEHUEM
recraiuu. 1o ganHeiM BceMupHOiT opranm3auuu 3apa-
BooxpaHeHus, 20% BceX HOBOPOXIECHHBIX CTpamaroT
HEPBHO-TICUXUYECKUMU pacCTpOMCTBAMU, TIPU BTOM
oprannueckast marojiorus IITHC mmeercs y 3% HOBO-
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OMLI[JOBLI X.M. u coasm. OLigHKa COCTOSTHUS HOBOPOXIECHHBIX OT KE€HIIWH MO3IHETO PENIPOAYKTUBHOTO IIEPpHOLA

poxxaeHHBIX [4]. K omHOI 13 TpUYMH MOBBIIICHUS TTIepU-
HaTaJbHOI 3200JIeBAEMOCTH OTHOCST HE TOJIBKO MaTOJIO-
TUIO TECTALlMU, HO U Pa3BUTHE HOBBIX PENPOIYKTUBHBIX
TEXHOJIOTUI, TIO3BOJISIIOIINX BBIMOJHUTD (PEPTUITBHYIO
(YHKUMIO XKEHIIMHE CTaplliero BO3pacra, CTpaaarouiei
6ecrutogueM. 1o maHHBIM 3apyOeXKHBIX M OTEUECTBEHHBIX
aBTOPOB, BO3pacT CYNpPYroB W Haju4ue 3a0oJieBaHUIA,
KOTOpBIE CIIyKaT MMPUIMHAMU Oecriioaus (T.e. MaTepUH-
CKHe M OTLOBCKHE (haKTOPHI, BIUSIONIME Ha KadeCTBO
ramMeT M TedyeHne OepeMEeHHOCTH), YCWJIMBAIOT HEraThB-
Hble TIOCJIEACTBMS JUISI 3IOPOBbSl JETei, POIUBIIMXCS
B pe3yJbTaTe MPUMEHEHUSI BCIIOMOTATEIbHBIX PENpo-
JIYKTUBHBIX TexHosoruit [5, 6]. bonee 50% sMOpHOHOB,
MOJYYEHHBIX B YCIOBMSIX in Vitro, WMEIOT TeHeTHhYe-
CKYI0 aHOMAaJIMIO, W 3TO YMCIIO yBenuuuBaetcs 10 80%
y nanueHTok crapuie 30 ser [5, 6]. CieayeT OTMETHUTS,
YTO CpelM MallMeHTOK, MPUOETAIOX K HOBBIM Perpo-
JIYKTUBHBIM TEXHOJIOTHSIM, OOJIbIIIE BCETO XKEHIIIWMH 031~
HEro penpoAyKTUBHOTO Meproa.

Kak un3BectHo, Yeuenckass PecnybGiamka OTHOCHTCS
K PETMOHY MHOTOPOXKAIONIMX KEHIIWH, TaK KaK Hace-
JICHUE TpaAULMOHHO OPUEHTHPOBAHO Ha OOJbIIOE
YHCJIO JIeTeil B ceMbe. Bompekn HeraTUBHBIM COOBITHSIM
90-x rogoB XX Beka B pecrnyOJIMKe UAET MOJIOKUTETbHOE
pazsutue nemorpacuu. Tak, B 2018 . YeueHnckas Pec-
nyOo/IMKa cTaja JIMaepoM 1o poxaaeMocTu B Poccun [7].
Bmecte ¢ Tem HabGiomaercsl TEHACHUMST K YBEJIUYCHUIO
qycia XeHIIUH, PEIIMBIINX PeaTn30BaTh PEPOIYKTUB-
HyI0 GYHKIINIO B ITO30HEM (PepTUIILHOM Bo3pacTte [8].

B nutepatype MMEIOTCSI eAMHUYHBIE TaHHBIE O KITU-
HUYECKOI OIIEHKE COCTOSTHMSI HOBOPOXKIEHHBIX, POIUB-
IIUXCS Y KEHIIWH TTO3HETO PEMPOAyKTUBHOTO MepHoa.
BoNbIIMHCTBO MCCeNOBaHUI, TTOCBSIIEHHBIX U3YUYEHUIO
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BJIMSIHUSI BO3pacTa MaTepu Ha COCTOSIHME HOBOPOXIIEH-
HBIX, KacaeTcsl TMEepPBOPOISIIMX CTaplieil BO3pPacTHOM
rpynribl. [Ipr 3TOM NMpakTUYeCKU HET TaHHBIX O COCTOSI-
HUM JIeTeil OT MHOTOPOXABIIMX JXEHIIWH IMO3IHEro
PErNpoaAyKTUBHOTO Meproa.

Henp wuccienoBanusi: OLIEHKA COCTOSIHUSI HOBO-
POXIEHHBIX OT KEHILIUH MO3IAHETO0 PENPOIYKTUBHOIO
rnepuoia B 3aBUCUMOCTH OT MapuTeTa POJIOB Ha TIpUMeEpe
KeHrH YeueHckoit Pecnyonmku.

XapakTtepucTuka getei u MeToAbl UCCnefoBaHus

HccnenoBaHue 3arulaHUpoBaHoO Ha Kadenpe akyiep-
CTBa M TMHEKOJIOTUM JieueOHoro ¢axynbrera Jlarectan-
CKOTO TOCyIapCTBEHHOTO MEIUIIMHCKOTO YHUBEPCUTETA
(A''MY). Coop maTtepuana TPOBOAWICS B POAMJIBHBIX
nomax Yeuenckoii Pecriyonuku ¢ 2017 mo 2019 .

OocnenoBanbl 130 GepemenHbix 1 mx 130 HOBOpO-
KIeHHBIX. B 1-10 rpymimy Bkimounan 60 TiepBOPOASIINX
MO3IHETO PENPOAYKTUBHOrO Tieproga M ux 60 HOBO-
poxaeHHbIX. Bo 2-10 rpynmy Bouui 40 MHOropoxasIimx
JKEHIIWH TTO3MHETO PENpOAYyKTUBHOTO repuoga u ux 40
HOBOPOXIEHHBIX. B 3-10 (KOHTPOJbHYIO) TpYIINy ObLIA
o0beaHeHbl 30 OTHOCUTENIBHO 3I0POBBIX OEpeMEHHBIX
B Bo3pacte oT 18 mo 25 set u ux 30 HOBOPOXIEHHBIX.
g obecrieyeHUsT YMCTOTHI PE3yJIETAaTOB B MCCJIEAOBa-
HUe He BKIIIoYalld OGepeMEHHBIX C TSDKEJIOM 3KCTpareHu-
TAIBHOM W aKylIEPCKOM TAaTOJIOTUEN, C MHOTOIUIOAUEM
1 MHOEKIMOHHBIMUA 3a00JIeBaHUSIMA B CTaIMM 0OOCT-
penust. Ha mipoBemeHme wucciaenoBaHus OepeMEeHHBIX
U OLIEHKY COCTOSTHUST HOBOPOSKIEHHBIX ITOTy4eHbI MH(OP-
MMPOBaHHOE COTJIacHe MALIMEHTOK U pa3pellieHre dThYe-
ckoro komutera JIT'MY (mpotokomn Ne32 26.11.2017).

Bbut ocylecTBiIeH peTPOCIEKTUBHBIN aHAIU3 Tede-
HUST OEpPEeMEHHOCTH M POJIOB, a TakKe TepUHATaJIbHBIX
ucxonoB y obcnenoBaHHbIX 130 6epemeHHBIX U ux 130
HOBOPOXIECHHBIX. JIJIT TOM 1eiMuM HaMM COCTaBJICHBI
WHAWBUAYaJIbHBIE KapThl-aHKETbI, KOTOpPbIE BKIIIOYAIIU
clenylolnre JaHHble: BO3pacT Marepu, mpodeccus,
MapuUTEeT POJIOB, HATMYNE 9KCTPAreHUTATbHBIX U THHEKO-
JIOTUYECKUX 3a00JIeBaHMl, PEIPONYKTUBHBIMN aHaMHeE3,
TeYeHUe U OCJIOXKHEHUS JTaHHOI OepeMEeHHOCTH U POJIOB,
OCJIOKHEHMSI B TIOCJIEPOIOBOM ITEPUOJIE.

CocTostHue HOBOPOKIEHHBIX OLIEHWBAJIM TI0 IIKaje
Arnrap Ha 1-ii u 5-it munyrax. I[1pu ouenke 7—10 Oan-
JIOB COCTOSTHME paCUEHUBAJIM KaK YIOBJIETBOPUTEIb-
Hoe, TIpu 4—6 Oajlax — CpelHeil CTeTeHU TSKeCTH,
npu 3—0 Gamnax — Tsokenoe. Kpome Toro, omnpenessiin
MacCoO-pOCTOBBIE TTapaMeTPbl HOBOPOXKICHHBIX.

W3 mHCTpyMEHTaIbHBIX WCCIACIOBAHUN TPOBOMMIN
VJIBTPa3BYKOBOE CKaHHWpPOBAaHME W HEWpPOCOHOTpahUio
Ha 4—5-i1 JeHb XXU3HU HOBOPOXIEHHBIX. HelipocoHo-
rpaduyeckoe MccieqoBaHUe BHITIOJIHIIOCH Ha arapaTe
Mindray DP-50 ¢ ucrnonb3oBaHueM METOHOB 3JIE€KTPOH-
HOTO JIMHEWHOTO 1 KOHBEKCHOTO CKAHMPOBAaHUSI.

CraTucTrueckyro 0o0pabOTKYy TOJYYEHHbBIX JaHHBIX
MPOBOIMIIM C MCITOJIb30BaHWEM IakeTa IporpamMm SPSS
(v.13.0). Jdnsa aHanm3a KOJMYECTBEHHBIX MoKaszaTeseit
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MPUMEHSIIA  UCTIEPCUOHHBIN aHaln3, MEXIPYyMIioBoe
CpaBHEHUE BBIMIOJHSUIM C TMoMollblo Kputepus CTbio-
neHTa ¢ nonpaBkoii boHdeppoHu. JlaHHBIE TpeacTaB-
JieHbl B BUune M=+m, tne M — cpenHee apudmeTrnyeckoe
3HauYe€HUe, M — CTaHAApTHasl OUIMOKa CPEeJHEro 3Haye-
Hus. [Ipu aHanM3e KaueCTBEHHBIX MTOKa3aTesieil UCTOb-
30BaJIM KPUTEPUA y* U TOUHBII KpuTepuit @uiiepa.

PesynbTaThbl M 06CyXAeHNe

Bospact maunmeHToK 1-i1 M 2-fi Tpynm cocCTaBWJI
B cpenHeM 39+0,1 roma, B 3-i1 KOHTPOJBHOI Tpymre —
2240,2 roma. Cpok OepeMeHHOCTU IIpU POmOpa3pelie-
Huu: 38,1+0,9, 37,31£0,7 1 39,9+0,1 Hex COOTBETCTBEHHO
B 1, 2 1 3-i1 rpynnax.

I[lpy wu3yyeHUM CoOMaTUYECKOTO aHaMHe3a ycTa-
HOBJICHO, YTO Y XKEHIIWH TO3MHETO PernpoayKTUBHOIO
repuojia IKCTpareHuTajabHble 3a00JeBaHUs JOCTATOYHO

OBMEH OlbITOM

Teuenue naHHoit GepeMeHHOCTH B 1, 2 M 3-ii rpyn-
Max OCJIOXKHUJIOCH yrpo3oii mpepbiBanusg y 21 (35,0%),
5(12,5%) u 1 (3,3%) >XeHIIMHBI COOTBETCTBEHHO, YIPO-
3011 MpekaeBpeMeHHbIX ponoB — y 17(28,3%), 3 (7,5%)
u 1 (3,3%). UctmMuko-1iepBUKaIbHasI HEIOCTATOYHOCTh
BO3HUKJIA TOJBKO Y 6 (10,0%) skeHIMH |-t TpyTIImsL.

CamocTtosaTeabHble ponbl Tipowsonun y 42 (42%)
OepeMeHHbIX 1-i1 1 2-#1 rpymnr, U3 HUX B 1-i rpynme —
y 13 (21,6%) n Bo 2-i1 rpynme y 29 (72,5%). B koH-
TpoJIbHOI Tpyrie y 25 (83,3%) manueHTOK poabl Mpo-
LT 4Yepe3 €CTeCTBEHHBbIE POMOBbIE ITyTU W TOJBKO
vy 5 (16,6%) — myTem KecapeBa cCeUeHUS.

Tabauya 1. IIpuauHbI O3IHETO HACTYIICHNSI O€pEeMEHHOCTH
Y ZKeHIIMH ucciexyemMpix rpynm (M=Em)
Table 1. Causes of late pregnancy in study groups (M=m)

YacTO BCTPEYAINCh B 00eHX TpyIIax, HO IIPeBaTupOBaIi TIpuunna l'ﬂnrzzg"a’ z'ﬂgzgm’
B 1-ii rpynme. OcobGeHHO 4yacTo BCTpeyajaach aHEMMSI
nerkoii crerienn — y 20 (15,3%) u 9 (6,9%) nauneHTOK Kenanne RS Gosbitoe _ 15 (11,5%)
1-ii u 2-# rpynn cootBeTcTBeHHO, oxkupenue [—III cre- RSO A
nexu —y 23 (17,6%) u 10 (13%) cOOTBETCTBEHHO, MUO- TMosnnee BeTymeHue B Gpak 19 (14,6%) =
nust —y 18 (13,8%) u 8 (6,1%) coorsercTBeHHO (p<0,05). TMepBruHoOE Gecruonme 14 (10,7%) _
VY KeHIIIMH KOHTPOJIBHO IPYIIIbI YKa3aHHbIE TTATOJTOTUH
1 p py y Bropuunoe 6ecrutonme 8(6,1%) 2 (1,5%)
BCTpeYaInCh JOCTOBEPHO pexe: oxkupeHue —y 3 (2,3%),
aHemus Jierkoit crenenu — y 2(1,5%) v muonusa cia- Myxckoe Gecrinonue 6 (4,6%) -
6oii crenienu — y 2 (1,5%). [uHeKoIOrMYeCKMii aHaMHE3 Haynuame oqHOMOBIX TeTeit — 12 (9,2%)
HCClieIyeMbIX SKEHILIWH MPeACTaBlIeH Ha PUCYHKE. e F 13 (10%) 2 (1,5%)
OCHOBHBIE TTPUYNHBI, TTOOYIUBIINE XKEHIIWH BBITION -
HUTb PENpPOAYKTUBHYIO (DYHKILIMIO B TIO3IHEM (EPTUIb- HesarntanuposanHast _ 9 (6,9%)
OEpEMEHHOCTh ?
HOM TMepuoje, yKazaHbl B Ta01. 1.
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1,5'[ =23 45
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» HepassuBaioLlaaca 6epeMeHHOCTb
m PanHne BblKUAObILLN

11 MNospHue BbiKMAapILLIN

Pucynox. INHEKOIOTHYECKUII AHAMHE3 HCCJIeyeMBbIX JKEHIMH.
Figer. Gynecological history of the women studied.
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VYV 47 (78,3%) XeHIIWH 1-ii rpynIibl pomopaspelieHne
MPOBEICHO TIyTeM KecapeBa CeUeHMs: B 5 cIydasix MmoKa-
3aHUSIMU CITYKMIM OepeMEHHOCTh TOCJIe KCTPaKOPIo-
paibHoro oriogoTBopeHus: (DKO) y XKeHIIWUH MO3IHEro
PENPOAYKTUBHOTO Mepruoaa, B 6 caydassx — MaToJoThde-
CKO€ TIPUKpEIJICHUE TUTALIeHThI, B OJHOM Cilydae — Ipu-
palieHne TUTalleHThl. Y ocTaibHBIX 35 (58,3%) KeHImmH
MMOKa3aHUs ObLIM COYETAaHHBIMU: TTO3IHUN PENPOIYK-
TUBHBI BO3pacT B COYETAHUM C TEPBUYHBIM WU BTO-
PUYHBIM OecrutoireM, BHYTPUYTPOOHOM 3amepKKOM
pasBuTus miona [—II crereHu, matosorueil mMynoBUHbI,
XpPOHMYECKON BHYTPUYTPOOHON TUIOKCHEH TIUIona,
KPYITHBIM TIJIOIOM, Ta30BbIM M TOMEPEYHBIM MpeIeska-
HUEM TUTO/Ia, MY>KCKUM OeCTUTONNEM.

Bo 2-i1 rpynme myteM KecapeBa CEYEHUsI poaopas-
pemeHsl 11 (27,5%) 6epeMeHHBIX MO CJEAYIOIIMM ITOKa-
3aHMsIM: pyOell Ha Marke rocie 1, 2, u 3 KecapeBbIX
CEUYEeHUI, KPYITHBIN TIJI0M, TIOTIEpeYHOEe W Ta30BOE TIPEI-
JIexkaHue TII0/a, TIpeUIeskaHne TIaleHTHI.

OOmiasi  xapakTepucTuKa JeTeid Mpu  POXACHUU
10 TpymIiaM MpeacTaBieHa B Taol. 2.

BonbIIMHCTBO AeTeli BeeX TPYIIT POAUIUCH B CPOK.
B 1-i1 rpynme 66010 6 (10,0%) HEeTOHOIIEHHBIX OT XEH-
IMUH C WCTMUKO-LEPBUKAIBLHON HEI0CTaTOUHOCTHIO,
a Bo 2-if rpyrme — 4 (10,0%) ot 6epeMeHHBIX C pyOIIOM
Ha MaTKe Iocje 3 KecapeBbIX CeUeHUN (pa3HUIa MEXKIy
rpynmamMyd  OKa3ajlaCh CTaTUCTUYECKU HE3HAUYMMOI).
Cpok rectallii BO BCexX clydasix BO 2-if TpyIe cocTa-
BuJ 34—35 Hen, TaK KaK BBUAY BBHICOKOTO PMCKA YIPO3bI
MaTepUHCKOTO TpaBMaTuU3Ma GepeMeHHOCTh He TIPOJIOH-
rupoBajiack. B KOHTPOJIBHOM TpyIIie HeTOHOIIEHHBIX
JeTeil He ObLIO.

B cocrosiHum achukcum JIeTKOM CTereHu B 1-it
u 2-1 rpynmax pogwinck 15 (25,0%) u 5 (12,5%) neteii
COOTBeTCTBeHHO. Tskenasi achukcusi HaOaoaaIach B 5
(8,3%) nB 2 (5,0%) cayuasx coorBeTcTBeHHO (p<0,05).

AHanu3 TepruHaTaIbHBIX UCXOJI0B MTOKa3ajl, YTO THII-
OKCUs CpeIHEl 1 TSKEJION CTerleH! B 1-11 rpyrime HaOJIio-
Jajgach B 2 pasa yaiie, 4YeM Bo 2-i, ¥ He HabJomanach
B KOHTPOJILHOI TpyTIIIE.

VY 25 (41,6%) n 13 (32,5%) nereit B 1-it u 2-it rpy1I-
IMax COOTBETCTBEHHO BBISIBICHO TEPUHATAIbLHOE TUITO-
Kcnmuyecku-umemnueckoe mopaxkenue IIHC. Jlerkas
CTeTeHb KIIMHUYECKH TPOSIBIISIIACH CUHAPOMOM yTHETe-
HUs1. [MMepBo30yIMMOCTD € JISTKUM TUIEPTEH3MOHHBIM

cuHapomoM otMedeHa y 10 (16,6%) u 4 (10,0%) HOBO-
POXIEHHBIX 1-11 u 2-11 Tpyrn coorBeTcTBeHHO (p>0,001).

CpenHsst CTereHb TSKeCTH TUITOKCUYECKU-HMIIIeMU-
yeckoro rnopaxkenust LIHC BwisiBneHa B 1-i1 u 2-it rpyr-
max y 12 (20,0%) n y 4 (10,0%) HOBOPOXIEHHBIX COOT-
BETCTBEHHO. B KIMHMYeCKOW KapTuHe HaOIIOAAINCh
CUHJIPOM YTHETEHUS, TIEPUOINIECKIE alTHOd, CYIOpPOTH,
BereTOBHCIIEPAJIbHbIE HAPYIICHUs, TUTIOTOHUS. Y HEKO-
TOPBIX HOBOPOXICHHBIX OTMEUaJIUCh TUIEPBO30OYIN-
MOCTb ¥ TUTIEPTEeH3MOHHBIN CUHAPOM.

Tsokenast cTenieHb MEPUHATATIBHOTO TMITOKCHYECKU-
nmemuuyeckoro nopaxeHust [IHC HabGitonanach TOIbKO
vy 3 (5,0%) n 1 (2,5%) HOBOPOXIEHHBIX 1-i1 1 2-if rpymm
COOTBETCTBEHHO. KIIMHMYECKU TpU 3TOM OTMEYallUCh
CUHIPOM yTHETeHUsI, cTyrop (y 2), MPUCTYIbl arHO3,
CyJIOpOTH, THUITIOTOHUS, TUIIEPTEH3UOHHBIA CUHIPOM
M BETeTOBUCIIEPATbHBIE HAPYILIEHUS.

Bce mepeunciieHHbIe HEBPOJOTUYECKKME HapYIICHUS
Y HOBOPOXIEHHBbIX 3-ii (KOHTPOJbHOI) TPYINbl OTCYT-
CTBOBAJIN.

PesybraThl HelipocoHOTpahUEeCKOTO UCCIETOBAHUS
JeTeit IIpeacTaBiIeHBI B Ta0I. 3.

IToMrMO HEBPOJIOTMUYECKOW CUMIITOMATUKHU, B paH-
HEeM HEOHATAJTbHOM TIEPMOJE Y JETeil BBISIBJICHBI COITYT-
CTBYIOLIAs ITATOJIOTHSI, a TAKXKE HEKOTOPbIE TPAH3UTOPHBIE
COCTOSTHUSI HOBOPOXICHHBIX. TpaH3UTOpHasT WIIEMUS
Muokapaa Betpeuanach y 8 (13,3%) nereit B 1-ii rpyrmme
ny 3 (7,5%; p>0,05) Bo 2-i1 rpymiie. KoHblorupoBaHHast
xentyxa Habmonanack y 13 (21,6%) n 7 (17,5%) HoBO-
POKIEHHBIX 1-1i 1 2-i1 rpyriT cooTBeTcTBeHHO. Y 2 (3,3%)
nyl (2,5%) pebeHka COOTBETCTBEHHO ITHMAarHOCTUPOBAH
cuHapoM JlayHa. BpoxkeHHbIe MOPOKU pa3BUTHUSI HAOJIO-
namch y 5 (8,3%) HoBopoxaeHHBIX 1-11 rpynmbl. [lepe-
YUCJIEHHBbIE TPAH3UTOPHBIE COCTOSIHUSI U aHOMAJIUM pa3-
BUTHUS TIJI0JA B KOHTPOJIBHOM TPYIITe He HAOTIOMAINCh.

Bormpeku co3naBiiemMycst MHEHUIO, YTO MHOTOPOXKAB-
e XEHIIUHBI OTHOCATCS K TPYIIIIE BBICOKOTO pPHCKA
HeOHaTaJbHOI 3a00JIeBaéMOCTH I CMEPTHOCTHU, B HallleM
HCCJIEIOBAHUN MBI HE TIOJYYUJIN TTOATBEPKACHUST 3TOMY
[1, 2, 9, 10]. Yacrota pa3BUTHUSI OCJIOXHEHWI, KOTO-
pble HAOMIONAINCH Y JAeTel OT TEePBOPOASAILINX TTO3THETO
PENPOAYKTUBHOTO Tiepro/a, Obljia TTIOUTH B 2 pa3a BhIIIE,
YeM B TpYIIie MHOTOPOKABIIHX.

B nuteparype MMeroTCs eIMHUYHBIC JaHHBIE O TOM,
YTO BBICOKME TIOKa3aTesld HeOHATaJIbHOM 3abojieBaeMO-

Tabauya 2. XapaKTepucTHKA HOBOPOKIEHHBIX OT MaTepeii MO3IHEro penpoayKTHBHOTO Mepuoaa
Table 2. Characteristics of newborns from mothers of the late reproductive period

ITapaMeTpbl HOBOPOKIEHHOIO NP POKICHHH

1-s rpynna, n=60

2-4 rpynna, n=40 3-4 rpynna (KoHTpobHasA), =30

Macca Tena, cm

JlnuHa Tena, cM

O1eHKa 1o mkajae Amnrap, 6auibl
Ha 1-ii MUHYTE

Ha 5-ii MUHYTe

2782,3%0,075*
49,3%0,7

7,6+0.,4
8,210,8

3010,0+0,98 3345,1+0,85
50,7+£0,3 51,4%0,6
8,4+0,6 8,9£0,1
8,6+0,4 8,810,2

IIpumeuanue. * p<0,05.
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Tabauya 3. Pe3yasrarsl HeiipocoHOrpadyIecKoro UCCIe0BAHNS Y HOBOPOXKIIEHHBIX OT MaTepeii M03/IHero penpoyKTUBHOTO ePHoia
Table 3. Results of a neurosonographic study of newborns from mothers of the late reproductive period

Heiipoconorpaguyeckue 1aHHbIE

1-s rpynna, n=60

3-s rpynna

P L= (KoHTpOsIBHASA), n=30

OTeYHOCTh

TumnepaxoreHHOCTh Mapa-BeHTPUKYJISIPHOM 30HBI
IToBbIlIEHME 9XOT€HHOCTHU MEPUBEHT-PUKYJISIPHON 001aCTH
BenTtpuxynomeramus

WHTparepuBeHTPUKY-JISIPHOE KPOBOUBIUSTHIE

Kwucra cocynucroro cruieteHust

Kwucra apaxHonmanbHast

Tunponedanus

18 (30,09%)*** 3(7,5%) 0
4(6,6%)** 1(2,5%) 0
6 (10,0%)** 0 0
6 (10,0%)* 2(5,0%) 0

3(5,0%)* 0 0
9 (15,0%)** 3(7,5%) 0
11 (18,3%)** 2(5,0%) 0

4 (6,6%)* 1(2,5%) 0

Ilpumeuarue. CTaTUCTUUYECKU 3HAUMMBbIE PA3INYUS C ITOKa3aTeIIMU KOHTPOJIbHOM Tpyniel: * — p<0,05; ** — p<0,01; *** — p<0,001.

CTU CBSI3aHBI C HaJIMYMEM Y KEHIIWH TMO3IHEro perpo-
IYKTUBHOTO TIepUOJa pa3jiMyHON BSKCTpareHWTaJbHOM
U akyiiepckoii matojoruu [1, 4, 9, 10]. OnHako B HaleM
WUCCIIENOBAaHNM HE YJYacTBOBaJud OEepeMEeHHBIE C TsXKe-
JIOU SKCTpPareHUTAJIbHOW M aKYyLIepCKOW MaTOJIOTUEN,
a TakXe C BOCIAJUTEIbHbIMU 3a00/I€BaHUSIMU B CTaJUN
oboctpeHust. Bo3MoOXHO, BBICOKAs 4YacToTa pPa3BUTHUS
HEBPOJIOTMYECKUX 3a00JIeBaHUII B 3TOM CJyyae CBsi3aHa
¢ npyruMu (haKkTopaMU: BO3paCTHbIE U3MEHEHMS T0JI0-
BBIX KJIETOK, OEpPEMEHHOCTb, HACTYIUBIIAS C TIPUMEHE-
HUEM PEINPOAYKTUBHBIX TEXHOJIOTMIA, MPUEM TOPMOHAJIb-
HBIX MpernapaToB B paHHEM CpOKe 0epeMEHHOCTH.

3aksovyeHue

P€3yfIbTaTI)I Hamero nuccjacaoBaHusa CBUACTCIbCTBYIOT,
YTO Yy XKCHIIMH IO3JHEIro pPEIpoOAYKTMBHOIO II€pHUoaa
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YBAXXAEMBbBIE KOJNEIA!
21-23 okTa6psi 2021 roga cocTouTcs

XX POCCUUCKUN KOHIPECC

A/HHOBALIVOHHbIE TEXHOMOTYY B NEIMATDIMM Y [IETCKO/ XHpYPIHI)

DTO OZIHO 13 BaXKHENLWMX COObITWI rofa B XU3HW NeanaTpruyeckon obuue-
CTBEHHOCTW CTpaHbl. KOHrpecc BHOCUT AOCTOWMHBIA BKNaf B pelleHune
npo6seMbl NOBbILWEHWA KBandUKaL MM 4ETCKUX Bpayei 1 4pyrux cneum-
anncToB, paboTatowmnx B 0611acTh OXpaHbl 340POBbA AeTel.
HayuHo-npaKTnyeckne ciMmno3sunymbl, CEMUHApPbI, LKOJIbI, KPYrJible CTOJbI
N AUCKYCccumn ByayT NOCBALLEHbI akTyanbHbIM NpobnemMam 1 HOBeNLWnM
LOCTVXKEHUsIM B MArHOCTMKE 1 IeYeHNM B Pa3fiMyHbIX pasfdenax negua-
TPUN: anneprosiorM U UMMYHOSIOTUW, TaCTPOSHTEPOSONK, remaTono-
rMun, BakUMHONPOOUNaKTUKe, SHAOKPUHOMOIM, Kapanuonorumn, reHeTum-
yeckum 3abonieBaHUAM, HEBPONOrMK, Hebponorny, HeoHaTonoruu,
HYTPULMONOTK, MYyNbMOHOJIOTUN, SKOMATONOMNN.

HayuHas nporpamma 6ygeT cogepkaTb pe3ynbTaTbl NOCAeAHMX HayYHbIX
OOCTVXKEHUIN B AMArHOCTMKE, NleYyeHnn 1 npodunaktmke Hambonee
pacnpocTpaHeHHbIX 60ne3Heln 4eTCKOro Bo3pacTa.

B pamkax KoHrpecca 6ypneT npoxoauTb KOHKYpC MONoAbix y4eHblX Mo
cneumanbHOCTAM NeanaTpurA 1 CTOMAToNIONMMA C BPyYeHEM AUMIOMOB.

Ha KoHrpecce 6ynet paboTaTb TemaTuyeckasi BbiCTaBka, B Poccuiickuii KoHrpecc «/MIHHOBaUVOHHbIE TEXHONOMMU B Neavatpun u
KOTOpPOW MpUMYT yyacTue BedyLiMe POCCUIACKME W 3apybexHble AeTCKOW XMpyprum» yyacTByeT B MpOrpamme HernpepbiBHOTO MeANULVH-
KOMNaHWu, [encTBylolme Ha (apmaueBTUYeCKOM pbiHKe, B CKoro obpasoBaHuA. [OnAa pocTmkeHUAa obpasoBaTefibHbiX —Lenen
obnacTM MeaWUMHCKOM TEXHWKW W OeTCKoro nuTaHus, OyayT nporpamma cbanaHcvMpoBaHa Mo BPEMEHU Vi COREPXUT MynbTUMeani-
NpefCTaBneHbl HOBble NEKAPCTBEHHbIE Mpenapatbl, Guonornye- Hble Mpe3eHTauuy, WHTEPAKTVBHble JNeKUWKW, AWUCKYCCUM, «KpYrible
CkMe aKkTuBHble A00aBKM, COBPEMEHHbIE HYTPULIMONONMYECKME CTOMbI», CeCCUM "BOMPOC-OTBET" U KNUHMYECK/e pa3bopbl. Mo 3aBeplue-
Cpe[cTBa, HoBelilee nabopaTopHoe, AMarHoCTMYECKoe M Neveb- HM NPOBOAUTCA TeCcTMpOBaHMeE, MO pesynbTaTaM KoToporo 6yayT
Hoe o6opyaoBaHue. BblgaBaTbcA cepTudmkatel HMO.

OpraHun3aTopbl KOHrpecca:

[ouem Teanco a0 10 uons 2021 roga.
MWHWUCTEPCTBO 3[JPABOOXPAHEHNA POCCUCKOM OEEPALIAN

POCCUMCKIMM HALIMOHASTbHbIN UCCNELOBATENbCKUM MEAULMHCKUM YHUBEPCUTET um. H.M. TUPOTOBA
HAYYHO-UCCIIELOBATENbCKUM KIUHUYECKU UHCTUTYT NEANATPUMN um. akagemuka 10.E. BENBTULLEBA
POCCUNCKAA ACCOLIMALIMA NMEANATPUYECKMX LIEHTPOB

ACCOLMALIMA AETCKMX KAPAMOOTOB POCCUM

TBOPYECKOE OBbEAVHEHWE AETCKMX HEGPOSIOrOB

HALIMOHATIbHASA NMEAVATPUYECKAA AKALEMUA HAYKM Y UHHOBALIAM

HALIMOHATIbHASA ACCOLIMALIA IVETONOTOB U HY TPULIMONIOTOB

OBLLECTBO [ETCKNX TACTPOSHTEPOJIOTOB

POCCUNCKAA ACCOLIMALIVA NIOP-MEAMATPOB

POCCUNCKAA MEANLIMHCKAA AKAJEMMSA HEMPEPBIBHOMO MPO®ECCUOHATIbHOTO OBPA3OBAHMA
MOCKOBCKMI rOCYAAPCTBEHHbIN MEAVMKO-CTOMATONOTMYECKUI YHUBEPCUTET

OEAEPALIMA NABOPATOPHOW MEULIMHDI

CEKPETAPWAT OPTKOMUTETA:
125412, r. Mockea, yn. Tangomckas, 4. 2,
HayuHo-uccneoBaTenbCkuii KMMHUYECKUI MHCTUTYT NeauaTpum

OprkomuteT XX Poccuickoro KoHrpecca

«MHHOBALMOHHbIE TEXHOSOMW B NEAUaTPUN U AETCKO XUpyprumn»
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