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MNEPEJOBAS

COBpeMeHHble IHJAOCKOIMNYECKHE BO3MO2KHOCTH B ne;mannqecxoﬁ IPAaKTHKE

A.C. Kowypnukosa', U.H. 3axaposa®, U.M. Ocmanos’, E.B. Ckopoboeamosa’, E.U. Enugpanosa’
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2Ppreoy Ao «Poccuiickas MeamUmMHCKas akaaeMums HenpepbIBHOrO NPodeCccroHanbHOro o6pasoBaHms»
Mwunsgpasa Poccun, Mocksa, Poccus

Modern endoscopic solutions in pediatric practice

A.S. Koshurnikova', I.N. Zakharova?, I. M. Osmanov', E.V. Skorobogatova', E.I. Epifanova’

' Bashlyaeva Children’s Municipal Clinical Hospital, Moscow, Russia
2 Russian Medical Academy of Continuing Professional Education, Moscow, Russia

AnnoTanus. IIpeacrasieHbl coBpeMeHHbIE SHIOCKONMYECKHE BO3MOXKHOCTH B NEIMATPHYECKOI NPAKTHKE H AKTyaJIbHbIe BONPOCHI
JIETCKOIi raCTPOIHTEPOJIOTHH C IPUMEHEHHEM HOBBIX IHI0CKOMMYECKUX TeXHOoJoruii. O0paiieHo BHUIMaHUe HA He00XOAMMOCTb NP~
MeHEeHHsI UMEIOMINXCS COBPEMEHHBIX SHIAO0CKONMYECKUX U FACTPOIHTEPOJIOTHYECKHX MPOTOKOJIOB IUATHOCTHKHM 3200J1€BaHMIA XKeJTy-
JIOYHO-KHIIEYHOT0 TPAKTA, a TAKXKe CO3/aHHe HOBBIX NMPOTOKOJIOB MO Hau0ojiee pacnpocTpaHeHHbIM HO30J10rnyeckumM gopmam;
MOYEPKHYTA POJIb MPABUJILHOI M KAYeCTBEHHOM SHI0CKONMUYECKOii 1 aTOMOPGOIOrHYecKOii MHTEPIPETAIMH MOJYYEHHBIX JAHHBIX
Ui BepUUKAIMMA TMATHO32 PH 3200JIeBAHUSX JKeJTyJ0YHO-KUIIEYHOTO TPAKTA.

Karoueevie caosa: 3HO0CICOHM}1, demu, oone3Hu opeaHoe nuujeeapeHus, duaenocmu/ca, HOBble MexXHoN02UU 8 IHOOCKONUU U 2acmposH-
mepoaocuu.

Ans untuposanms: KowwypHukoa A.C., 3axaposa U.H., OcmaHoB U.M., CkopoborartoBa E.B., EnugaHoBa E. /. CoBpeMeHHbIe 3HA0CKOoNu4e-
CK1eBO3MOXHOCTUBIeAnaTpmuydeckornpaktvke. PocsectHnepuHaronnneanatrp2023;68:(1):5-10.D0OI: 10.21508/1027-4065-2023-68-1-5-10

Abstract. Modern endoscopic solutions in pediatric practice and topical issues of pediatric gastroenterology with the use of new endo-
scopic technologies are discussed. Attention is drawn to the need for the use of existing modern endoscopic and gastroenterological
protocols for the diagnosis of diseases of the gastrointestinal tract, as well as the creation of new protocols for the most common noso-
logical forms; the role of correct and high-quality endoscopic and pathomorphological interpretation of the data obtained for the veri-
fication of the diagnosis of gastrointestinal diseases is emphasized.

Key words: endoscopy, children, digestive diseases, diagnostics, new technologies in endoscopy and gastroenterology.
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SHZ[OCKOHI/IH B HacTosilllee BpeMsl cTaja HeoTheMJie-
MOW 4YacThl0 KIIMHMYECKOW IeauaTpyuy W TIpUMeE-
HseTcsa noBceMecTHO. [IpuHIMIMAaIBLHO HOBBIM MOIXOII
K IWarHOCTHKE, a UMEHHO BU3yaJjibHasl OlLIeHKAa M3MEHe-
HUII BHYTPEHHUX OPraHOB C JJaOOpPaTOPHBIM U MOpP(dO-
JIOTUYECKMM HW3yYeHUEeM OMOJIOTMYeCKOTro Martepuaa,
MOJIYYEHHOTO TPU DHIOCKOIMWM, OTKPHLIBAeT OOJIbIINE
MEPCIEKTUBEl B paciindpoBKe pPaHHUX U TOKJIUHM-
YeCKMX CTamuii pa3IMyHBIX 3a00JIeBaHWil, YJIydIIaeT
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pe3yabTathl JedeHus. Illupokoe mcronb3oBaHUe SHIO-
CKONMMM B TIeAWATPUM CTaJO BO3MOXHBIM B Hayaje
1960-x romoB, KOrJa Ha OCHOBE JOCTIKEHWI Hay4HO-
TEXHUUYECKOTO TIporpecca ObUTM CKOHCTPYMPOBAHBI pa3-
JIMYHBIE TUTTBI IETCKUX DHIOCKOIOB, KOTOPbIe OTBEYATN
TpeOOBaHUSIM, TPEIBIBISIEMBIM K WHCTPYMEHTATBHBIM
BMellIaTeIbCTBaM y AeTeir. HeolleHMMBbI BKJIam B pa3-
BUTHE W COBEPIICHCTBOBaHUE JETCKOM SHIOCKOIUH
BHECJIM yYeHble Y BpauyM OTEUECTBEHHON M 3apyOesXKHOIM
MeauaTpuu, KOTOPbIe YCTIEITHO pa3pabaThiBaIv U peaiu-
30BBIBAJIM BOIIPOCHI METOIWYECKOTO XapaKTepa, MO3BO-
JIUBIIME OOOCHOBAaTh MPOBeACHUWE WHCTPYMEHTATbHBIX
WCCIIeIOBaHUIA Ha OpraHax IbIXaHWS W THIIeBapeHUs
y nereii [1, 2].

JuarHocTudeckas v JiedeOHast SHIOCKOMUS B T~
aTpuu SIBJISIETCS HEOTheMJIEMOW YacThbl0 KIMHUYECKOM
MPaKTUKU JIIOO0TO CTalMoHapa. DHIOCKOIMS TPeno-
CTaBJISIET BPauy-KIMHULKACTY OOJbIINE BO3MOXHOCTU
MUATHOCTUKYU W JIeYeHUsI pa3HOOOpa3HbIX 3a00JieBaHUit
SKEJTyIOYHO-KUIIIEYHOTO TPaKTa ¥ TPaXeoOpOHXUATBHOTO
nepeBa. DHIOCKOMUS CETOMHSIIHET0 BPEMEHU — 3TO
COBpEMEHHBIE BHMIEOTEXHOJOTUM C YBEIMYECHUEM M30-
opaxenuss B 150—160 pa3, BO3MOXHOCTb COBMEILEHUS
B OIHOM aIlfnapare 3HIOCKOMNYECKOTO U YJIBTPa3ByKO-
BOTO METOIa, 3TO Pa3HOOOpa3Hbie BCIIOMOTaTeIbHBIE
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METOAWKU [IJIT YTOUHEHMS JIOKAJM3alMu TaTOJIOruye-
CKOTO oyara (XpOMOHIOCKOTIUSI, Y3KOCIeKTpaabHasl
9HIOCKOMUSI), 3TO BO3MOXHOCTH B3SITUSI Marepuaia
NI TUCTOJIOTMYECKOTO M IIMTOJIOTMYECKOTO aHaJIn3a,
9TO, HAKOHEIl, COBPEMEHHbIC TEXHOJIOTUU JICUeHUs paH-
Hero paka. B meamaTpuyeckoil MpakTWKe Ha XapakTep
1 00bEM BHIOCKOIMMYECKUX BMEIIATEIbCTB HaKJIaIbl-
BaeT OMpeaeJeHHBI OTIneyaToK M CBOeoOpasue TMaTo-
JIOTMW BHYTPEHHUX OPTaHOB B JETCKOM BO3pacTe: yaillie,
YeM Y B3pOCJIbIX, BCTPEUYAIOTCSI BCEBO3MOXHBIE PECITH-
paTopHble HapylIeHUs, CUHAPOMBI «OCTPOIrO >KMBOTa»,
«CPBITMBAaHUS U PBOTHI», O0YCIOBJIEHHBIE BPOXKICHHBIMU
1 TIPUOOPETEHHBIMU ITaTOJIOTMYECKUMM W3MEHEHUSIMU
B BEPXHMX M HWXHUX JBbIXaTE€JIbHBIX ITyTSIX, OpraHax
nuiieBapeHus.  biaromapsi mocTMXXeHUsSIM MeToauyve-
cKoOro ruiaHa cdepa MPUMEHEHUs SHIOCKOINHWU 3HAuM-
TEJbHO paclIMpuiiach. 3aJ0XXEHHbBII B OCHOBY 3HIIOCKO-
MUYECKOTO MCCIIeIOBaHUS Y JIeTeil MPUHIIUMIT BBICOKOM
pe3yabTaTUBHOCTH, aTPaBMAaTUYHOCTU U 0OE30MacHOCTU
crenail BOBMOXHBIM TOSIBJIEHME Ha PBIHKE 3HIOCKOIH-
YeCcKoro o00py/oBaHMSI, C TTOMOIIILIO KOTOPOTO B HACTO-
siiee BpeMsl BBITIOTHSIETCST SHIOCKOIUS Y AeTelt 1I000ro
BO3pacTa, BKJII0Yasi HOBOPOXKIEHHbBIX, TIPU CaAMBbIX TsIXe-
JIBIX COCTOSTHUSIX.

C yyeTroM YyBeJMYEHUS TacCTPOIHTEPOJOIrMUECKOM
MaTOJIOTUM y IeTell pa3HOro Bo3pacTta Ha 0a3e [erckoit
TOPOICKON KIIMHWYECKO OonMbHUILILI M. 3.A. banse-
BOi1 coBMecTHO ¢ Kadenpoit neauarpumn um. I.H. Cne-
paHckoro Poccuiickoii MEAMIIMHCKOM akaaeMUu Herpe-
PBIBHOTO TMpOoGheCcCUOHATBHOTO 00pa30BaHUs CO3MaHBI
LEHTPBI KOMIIETEHIINHY, TAKME KaK: LIeJIMaKNAHBINA LIEHTP,
LIEHTP HapylleHWs] oOMeHa JIMTIUIOB, LEHTP BOCIAJIN-
TEJbHBIX 3a00JIeBaHUI KUIIIEUHUKA (SI3BEHHBIM KOJUT
u 6one3Hb KpoHa), 1IeHTp AeTCKON ajuieproaepMarosio-
My, UEHTP 303MHOMUIBHOTO TIOpaXKEHUS XKeJTyI0uHO-
KUIIIEYHOTO TpakTa. JlaHHbIe HO30J0TUYECKME HarlpaB-
JIeHUsI TpeOyIOT KOMaHIHOUN U MPeeMCTBEHHOI paboThlI,
KOTOpAast yCIEITHO OCYIIECTBIISIETCSI MEXK/TY OTIEJEHUSIMU
racTPOIHTEPOJIOTUHN, TIeAUATPUM, XUPYPTUHM, IHIOCKO-
MUY, TTaTOMOPMOJOTUU, aHeCTe3noNoTuN. EXeaHeBHO
B OOJIbHUIIE TTPOBOSITCS IIKOJIbI KTMHUYECKOTO MBIIIIE-
HUs, TAe pa30uparoTcs acreKThl MeAuaTpruu 1Mo pa3ind-
HBIM HO30JIOTHSIM, YTO AAeT BO3MOXHOCTbH COBEpIIEH-
CTBOBATb CBOM 3HAHUSI, @ TAKKE MTPOBOIUTH KOHCUIUYMbI
CO CHNeuUaIUCTaMU JPYTUX KIMHUK TIPU OOCYXKIECHUU
TSIKEJIBIX TTal[MeHTOB.

DHIOCKOMMYECKOe OTIEeJIeHUe OTHOCUTCS K Mapa-
KJIMHUYECKUM CITy>)kK0aM OOJIbHUIIbI, KOTOPOE TpeHa3Ha-
YeHO I 00C/IeoBaHWs MAllMEHTOB Ha CTAallMOHAPHOM
aTare IMarHoCTUYECKOTo u jedyedbHoro mpouecca. [Tapk
SHIOCKOoNMYecKoro obopymoBanus otaeneHus II'Kb
M. 3.A. banuisieBoil mnpenctaBieH COBPEMEHHBIMU
SHIOCKOMNAMM 3KCIepTHOro Kiacca ¢upMel Olympus,
Fujifilm, Pentax, Erbe mis paznumaHoro Bo3pacrta meTeid,
YTO TTO3BOJISIET BBITIOJHSITh UCCIIENOBAHMS JaxkKe Y CaMbIX
MaJIeHbKIX MalUeHTOB. Buneosnnockonuyeckue
CHCTEMBbI PacCpeloTOYEHBI IO OTACICHUSIM OOJBHULIBI

NEPELOBAS

C BO3MOXHOCTBIO OKAa3aHUsI SKCTPEHHOW W TITAaHOBOW
TTOMOIIIM JIeTIM 0e3 3amepKeK: OoTAeJeHue WHTEHCUBHOM
Tepanuu U peaHumanmu Nel, No2, peaHMMallMM HOBO-
POKIEHHBIX, ONTEPALIMOHHBIN OJIOK, KAOWHET SHAOCKOTTUN
B MHMEKIMOHHOM KOpIyce, SHIOCKOIMMYECKOe OTIele-
Hue. JlaHHOe pacrpenesieHre SHI0CKOITMYECKOTo 000py-
JOBaHUST TTO3BOJISIET CBOEBPEMEHHO 1 TTPO(eCCUOHATEHO
OKa3bIBaTh SKCTPEHHYIO TOMOIIb JETSIM B KpaTdaiflime
CPOKM OT MOMEHTa TTOCTYIUICHUsI peOeHKa B OOJIBHMILY.
OrtneneHne oKa3bIBaeT HEOOXOIUMYIO TUarHOCTUYECKYIO,
JIe4eOHYIO M CTIIIMAIBHYIO XUPYPIUIECKYI0, S9KCTPEHHYIO
SHIOCKOIMYECKYIO TIOMOIIb KPYIJIOCYTOYHO, JIIOO0OMY
peGeHKyY 1 JII0OOTO BO3pacTa, HAaXOMSIIEMYCsT Ha CTallv-
oHapHoM JsiedeHuu B otneneHusx Kb um. 3.A. bam-
JIIEBOM, TIPU HAJTWYUU COOTBETCTBYIOIIMX TTOKa3aHUIA.
BenyiyM HarpaBIeHUEM OTIEIEHHS SIBJISIETCS TACTPOIH-
TepOJIOTMUeCcKast TaTOJIOTHUST Y IETE.

Crieniuuka SHIOCKONMM Yy pebeHKa omnpeness-
eTcsT  aHATOMO-(U3MOJOTUYECKMMU  OCOOEHHOCTSIMU
OpraHoB JbIXaHUs W TuiieBapeHus. CyllecTBeHHBIE
pasauuusl B3pOCIOrO U pebeHKa, CO3/[A0IIMe Cepbe3-
HbIe TIPOOJIEMBI TPU WHCTPYMEHTAJBbHBIX BMeEIIaTe b~
CTBaX, — 9TO MaJjible pa3Mepbl MCCIEAYEMBIX OpPTaHOB.
Oco0EHHOCTH HEPBHO-TICUXUUYECKOU cdepbl (IMOLIMO-
HaJIbHast HeyCTOMYMBOCTb, JIeTKasi BO30YIUMOCTb, HeTa-
TUBHOE OTHOIIIEHWE K MEAMIIMHCKUM MaHUITYJISIIUSM)
CO31AI0T JOTOJHUTEIbHBIE TPYIHOCTH, KOTOpPBIE pella-
J0TCS C TIOMOIIBIO TTPUMEHEHUSI aHECTE3UOJIOTHYECKOTO
MOCOOUST TIPU DHIOCKOMUYECKUX MaHUITYJISAIUAX. AHe-
CTe3Ws1 TPU JOUATHOCTMUYECKUX MCCIIEIOBAHUAX CO3-
JIAeT ONMTUMAJbHBIE YCIIOBUS JUISI BBHITIONHEHUS 3amaq
MpeArojiaraeMoro  BMeIlaTebCTBa,  SBJsIeTCS  0e3-
OIaCHOI, yIIpaBiIsieMOli, oOecrieunBaeT 0Oe300JIe3HEH-
HOCTb MaHUMYJISLIMI U HEe OTATOIIAeT COCTOSTHIE OOJTb-
HOTO TIOCJIe OKOHYaHUs WCcCcaemoBaHus. Bo3aMOXHOCTH
COBPEMEHHOI aHeCTe3WOJIOTUM TTO3BOJISTIOT  M30paTh
HauOosiee ymoOHbIW M Oe3omacHbIi BuA 00e300/1MBa-
HUST TIpU TIPOBENEHUU Pa3TUYHBIX SHIOCKOMUYECKUX
npouenyp. Beibop o0e3001mMBaHMS 3aBUCHUT OT Xapak-
Tepa U TIPOJAOJIKUTENIBHOCTH WCCIEIOBAHUS, COCTOSI-
HUST W Bo3pacTa OojibHOTO. 11 TIpOBedeHUsST HapKo3a
MPUMEHSTIOT amnmapaTypy, COOTBETCTBYIOUIYIO (hU3UO0-
JIOTMYECKUM OCOOEHHOCTSIM JETCKOTO OpTaHn3Ma.

3a TocieqHre TOIbl TUarHOCTUYEeCKIEe BO3MOXKHOCTH
SHIOCKOMUY B BepU(UKALIMU TUArHo3a y JeTeil Tpu-
ommxkarores K 100% 3a cueT HanmuuuMs 0OOPYIOBAHUS
SKCIEPTHOTO Kjlacca ¢ BO3MOXHOCTBIO HUMPOBOI Xpo-
MOCKOTIMM M PaCIIUpPEHMsT TTOKa3aHUI K BHITTOJHEHUIO
OUOTICUM U3 CIM3UCTON OOOJIOUKU KEITyTOYHO-KHUIIeY-
Horo TpakTa. CoBpeMeHHBbIe BUACOIHIOCKOIBI Hal0T
SIPKOe KOHTPAaCTHOE M300pakeHHe C YETKOW IIBETOoIe-
penaveil 3a CYeT HaJIMYMSI alroputMa 1ndpoBoit oopa-
OOTKM CHUTHaJa; 3TU SHIOCKOIBI MMEIOT YTOJI 3peHUS
1o 110° (puc.1).

CTOUT OTMETUTH BKJAA WU(PPOBOI XPOMOCKOTUU
B JMAarHOCTUKY 3a00JieBaHWI XeTyIOUYHO-KUIIEUHOTO
TpakTa y neteit. [IludpoBast XpoOMOCKOIHST — 3TO U3MEHe-
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Komypﬁulcosa A.C. u coagm. CoBpeMEHHbIE SHIOCKOMUYECKKE BO3MOXHOCTHU B TEAMATPUIYECKOI MPAKTUKE

Puc. 1. Crusuctas 000109Ka xkeayaka. (Yroa o63opa 110°).
Fig. 1. Gastric mucosa. (Viewing angle 110°).

HUE OKPACKU, KOHTPACTUPOBaHUE COCYIMCTOTO PUCYHKA
U ycujeHue penbeda CIU3UCTON OOOJOYKM 3a CYET
OCBEIIEHNUS €€ CBETOBBIM TYYKOM C Y3KUM CITEKTpasIb-
HbeIM auanazoHoM (cuctema NBI) unu undpopoit oopa-
OOTKU M YIIy4lIEHUSI U300pakeHNs B peaTbHOM BpeMeHU
(cuctemnl FICE, i-SCAN). B pexume 1udpoBoit Xpo-
MOCKOTIMM Ha SHIOCKOIMYECKOM OOOPYIOBAHUM IKC-
MEePTHOTO Kjlacca Yy Bpadya SHIOCKOIKMCTA TOSIBIISIETCS
BO3MOXHOCTb 00JIee YeTKO BU3YaTM3UPOBATh MATOJIOT-
YeCKU M3MEHEHHYIO CITU3MCTYIO 000JI0YKY U TIPULIETHLHO
BBITIOJIHUTH OUoIicuio (puc.2).

I[lo HammMm maHHBIM, 203UHOMUIBHBIN 330(haruT
B HACTOsIIIIee BpeMsl MMeeT TEHIACHILIMIO K YBEJIUYEHUIO
3a00JIeBaEMOCTH CpelM JETCKOTO HaceJeHMs], OCTaBa-
SICb TIPU 3TOM HEIOOLIEHEHHON mpobieMoii. Y nerei
paHHETO W MJIAMIIETO BO3pacTa SHIOCKOIMMYEcKas Kap-
TUHA 203WHOMPUILHOTO 330(aruta HETHITWYHAS, Yalle
€ro 9HAOCKOMUYECKUE TMPOSIBICHUSI MWHUMAaIbHEIE.
CBOeBpeMEHHOE BBISBIEHUE 303MHOMWIBHOTO 330(a-
rMTa W Ha3HAaYeHHOE JIeYeHUE MOXKET TMPeIOTBPaTUTh
TakKre OCJIOXHEHUs, KaK pYOLIOBBI CTEHO3 TIWIIE-
Boma. DHIOCKOMUYECKYIO JMArHOCTUKY S03WHOMUIIb-
HOTO 330(arvTta cjeayeT MPOBOAUTL Y BCeX TMallMeH-
TOB C ractpoasodareaybHON pedIIOKCHONH 00Je3HbI0
00 siBIeHusIMU aucdarun u aucnericu. CTOUT TToM-
HUTb O TOM, YTO 303WHOMUILHBINA 330(haruT MOXKET
OBbITh HE CBSI3aH C OTATOIIEHHBIM aJlJleproaHaMHE30M.
IIpn mpoBeneHUM SHAOCKOMUYECKOTO WCCIeIOBAHMS
BEPXHUX OTIEJIOB KeJyIOYHO-KHUIIIEYHOTO TpaKTa HeoO-
XOIWUMO BBITIOJTHSITH MHOXXECTBEHHYIO OMOTICUIO M3 BCEX
OTIEJIOB C TIOCHEAYIOIIMM W TaToMOP(OJIOTHUECKIM
HCClieIoBaHNEM OMOJIOTMYECKOTO MaTepHalia ¢ IeJblo
BepuduUKalMy 1UarHosa.

DHIOCKONMMYECKUI METOA ¢ TpUMEHEHUeM Iud-
pOBOIl  XpPOMOCKOTIMU TIPU OUATHOCTUKE OIyXOJeit
(0COOEHHO 3JI0KaYeCTBEHHBIX) TO3BOJISIET OIMPEIeTUTD
cTaguio Tpoliecca, pa3Mep OIyXOJu, JIOKaJIU3aluio,
COCTOSTHHME OKPYKAIOIIMX TKAaHe#, YTO UTpaeT UCKITI0I-
TEJTBbHO BaXKHYIO POJIb IUTS Pa3pabOTKU TAaKTUKH JIEYEHUSI
oonbHOTO (puc 3.). IlpuMeHeHue UMOPOBOIT XpoMoO-
CKONUHU y AeTeil ¢ Momgo3peHneM Ha nuiieBon bapperra
MMO3BOJIIET YETKO BU3YaIM3UPOBATh OYard MeTarIa3upo-
BaHHOTO 3MUTEIUS TUIeBoaa (puc.4).

Puc. 2. DHEOCKONNYECKOE M300paKeHHe B OEJIOM CBETe W pe-
KuMe 1MGpoBoi XPOMOCKONUM HA NpuUMepe 303UHO(PUILHOTO
330(harura: a — ocMOTp B 0€JIOM CcBeTe — CJAM3UCTAsk PO30Basi,
CKY/IHO CJIM3MCTBIii cekpeT; 0 — 0CMOTp ¢ NpUMeHeHneM ud-
POBOIi XpPOMOCKONUM — $oJiee BbIPAXKEHHDIIi IKCCYIAT MO CTEH-
KaM M IPO/10JIbHbIE OOPO3/bl, YTO COOTBETCTBYET SHIOCKONIYE-
CKHM NPOSIBJIEHUSIM 03HHO(HIBHOTO 330¢(harura.

Fig. 2. Endoscopic image in white light and digital chromoscopy
mode on the example of eosinophilic esophagitis: a — examination
in white light — pink mucous, sparsely mucous secret; 6 — ex-
amination using digital chromoscopy — more pronounced exudate
along the walls and longitudinal furrows, which corresponds to en-
doscopic manifestations of eosinophilic esophagitis.

Puc. 3. DHIOCKONMYECKOE M300paKeHHe aJeHOMATO3HOro 00-
Pa30BaHMs MUIEBO/IA.

Fig. 3. Endoscopic image of the adenomatous formation
of the esophagus.

C y4yeTOM HaWACHHBIX MATOJIOTMYECKUX U3MEHE-
HUI Ha CIU3UCTON 000JOUYKE KeJyTOYHO-KUIIIeY-
HOTO TpaKTa BBIMOJHSIETCSI MHOXECTBEHHAasi OMOTCHs
U3 BCEX OCMOTPEHHBIX OTAEJOB B Ovarax BOCTHaJIEHUs
U U3 HOPMAJIbHOM CJIM3UCTOM C 11eJIbI0 MOATBEPKACHUS
SHIOCKOMUYECKOrO JUarHo3a, a TakKxXe Ui HCKIIo-
YEeHMs] MMKPOM3MEHEHUI B WHCClelyeMOM Ouormnrare.
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[MonyuyeHHble OUOTICUITHBIE 00pa3libl TKAHU TTOMEIIAI0T
B 10%-HbIil pacTBOp (opMaauHa U OTHPABISIOTCS
B TaTOJIOTOAHATOMMYECKOE OTHEICHUE IJIS TTPOBEACHMUS
MPVXKU3HEHHOTO T1aTOJI0T0aHaTOMUYECKOTO MCCIeI0Ba-
Hus. M3roToBieHne MukporipenapaToB OCyIIECTBISIETCS
Ha COBPEMEHHOM aBTOMAaTU3UPOBAaHHOM O0OpPYyIOBa-
HUU C UCITOJB30BAHUEM DPYTMHHBIX U JIOTIOJHUTEIbHBIX
TMCTOXMMUYECKNX OKpacok. [IpocmoTp Mmukporiperna-
paToB  OCYILIECTBIJSIIOT ~ BBICOKOKBaJTU(UIMPOBAHHBIE
BpauyM-I1aTOJOTOAHATOMBI Ha MMKPOCKOIAaX 3KCIepT-
Horo kiacca. MccinenoBanue mpoBoaUTCS B KpaTyaiiime
cpoku, 2—5 nHel (B 3aBUCUMOCTHU OT CJIOKHOCTU U 00b-
eMa uccienoBaHHOro matepuana). st Bepudukanuum
503MHOMUIBLHOTO TIOPaXKEHUST XKeJIyIOUHO-KUIIIEYHOTO
TpakTa BpayM-I1aTOJOTOAHATOMBI TIPUMEHSIIOT BU3Y-
aJIbHBIN TIOJICUET KIJIETOK-203WHOMUIIOB IIJisI 6ojiee TOY-
HO#l BepudUKaUUU 303MHOMWIBHONW WHQUIBTPALIUU.
[TaTomopdonornuyeckoe TOATBEPXKIEHUE SHIOCKOTIM-

Puc. 4. Ucnonb3opanue nupoBoii XpOMOCKONUH y pedeHKa
14 ner ¢ numeBonom Bapperra. YeTko Busyanusupyercsi MeTa-
TJIA3MPOBAHHBII SMHUTEJIMIl MTUIIEBO/A.

Fig. 4. The use of digital chromoscopy in a 14-year-old child with
Barrett’s esophagus. The metaplastic epithelium of the esopha-
gus is clearly visualized.

Puc. 5. DHIOCKONHYECKOE YIbTPA3BYKOBOE CKAHHPOBAHHE Y JIEBOY

NEPELOBAS

YeCKOro JuarHo3a Mo3BoJISIeT BpayaM TracTpPO3HTEPOJIO-
ram ObICTPO, TOUEYHO M MPaBUJIbHO HA3HAYMTh JICUCHHE
U MIPEAOTBPATUTD OTHAJIEHHBIE TMTOCIEICTBUS U OCITOXKHE-
HUSI, KOTOPBIE MOTYT OBITh TIPY HECBOEBPEMEHHOI THar-
HOCTHKE 3a00JIeBaHUI KXeTyTOYHO-KUIIEYHOTO TpaKTa
y nereit. B annockonuueckom otaeneHun KD nm. 3.A.
BanuisieBoit TpoBOISTCS MUCCIIETOBAHUS BEPXHUX 1 HUK-
HUX OTIEJIOB XEJIYIOYHO-KUIIEYHOTO TpaKTa, a TaKXke
BHEIPEHBI HOBBIE COBPEMEHHBIE SHIOCKOITMYECKUE qra-
THOCTMYECKUE U JiedueOHbIE METOINKH.

JIuarHocTVKa M JiedeHUe 3a00JIeBaHMIl MaHKpeaTo-
OUIMApHON 30HBI Y AETell B HACTOSIIEE BPEMST SIBJISIETCST
aKTyaJibHOW TipoOjeMoii. B TmocnenHee necsituietve
B COBPEMEHHYIO TEeJIMaTPUI0 BHEIPEHbI ITMArHOCTUYE-
CKUe W JIeYeOHbIe SHAOCKOMMYECKIE METOIbI Ha KeTd-
HBIX TIPOTOKAX y NeTell ¢ MpUMEHEHUEM PeTpOoTpamHOi
XOJIaHTHOITaHKpeaTtorpanu, a TakKKe SHIOCKOIMUYe-
CKOTO YJILTPa3BYKOBOIO cKaHMpoBaHMs [3, 4]. DHuo-
CKOIMMYECKOE YJIbTPa3BYKOBOE CKaHWPOBaHWE — YHU-
KaJIbHBI METOI SHIOCKOIMMYECKON TUarHOCTUKH, B XOJIe
KOTOPOTO TIPOU3BOIUTCST BHYTPUIIPOCBETHOE YIbTPA3BY-
KOBOE CKaHMPOBAHME CTEHOK M3y4aeMOTro OpraHa Keiy-
JOYHO-KUIIIEUHOTO TPaKTa, a TAaKKe MPUJIeKAIINX K HUM
aHATOMWYECKUX CTPYKTyp M TKaHeit [5]. MccremoBanue
BBITIOJTHSIETCS C TIOMOIIBIO CIEeUATbHOTO 3X03HIIO-
cKoTa, Ha KOHIIE KOTOPOTO UMeETCsl He TOJIbKO ONTHYE-
CKUIA TpUOOp, HO U MUHHMATIOPHBIN YIBTPa3BYKOBOI 1aT-
YUK. DHIOCKOMMYECKOE YIbTPa3ByKOBOE CKAaHUPOBAHUE
MO3BOJISIET TUATHOCTUPOBAThH TATOJIOTUIO TTAHKPeaToou-
JINAPHOM 30HBI, OMPEAETUTh XapaKTep U pacIoioKeHue
MOACITU3UCTBIX 00pPa30BaHMIl  KEITYIOUHO-KUIIIEUHOTO
TpakTa y JeTell M PeIIuTh BOMPOC 00 KOHCEPBATUBHOM
WJIM OTIepaTUBHOM JiedeHUU (puc. 5).

HeonleHnma posib  BHMIEOKAIICYJIbHOW  3HIOCKO-
MU B MEeIUaTpUU, KOTopas MPUMEHSIETCS B OTIEIeHUN
y JeTeil ¢ TOMO3peHMEM Ha BOCIAJIUTENbHBIE 3abore-
BaHUs KUIIEYHUKA W 3O03WHOMUIBLHBIM TOpaXkeHUeM

Ku 13 jer ¢ MOA03PEHUEM HA MEJIKUE KOHKPEMEHTBI B K€/ TYE€BbI-

BOSIIIMX MYTSX: 2 — H300paxkKeHne, NOIyyaeMoe MPH IHAOCKONMUIECKOM YIbTPA3BYKOBOM CKAHMPOBAHNM; 0 — PadoTa SHIOCKOMH-

4ecKoii Opurazpl.

Fig. 5. Endoscopic ultrasound scanning in a 13-year-old girl with suspected small concretions in the biliary tract: a — endoscopic

ultrasound scanning image; 6 — work of the endoscopic team.
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Komypnulcosa A.C. u coagm. CoBpeMEHHbIE SHIOCKOMMYECKKME BO3MOXHOCTHU B TIEIMATPHYECKOI MPAKTUKE

Puc. 6. DumocKonMIecKoe U300paKeHne KamncyJIbHOTO MCCIeI0BaHusL: a — 0oJie3Hb BajibamMana — JuM(paHrHIKTA3WH TOHKOM KUK,

0 — 203HOGNIBHOE NOPAKeHHEe TOHKOW KUIIKH.

Fig. 6. Endoscopic image of a videocapsular study: a — Waldman’s disease — lymphangiectasia of the small intestine; 6 — eosinophilic

lesion of the small intestine.

SKETyTOYHO-KUIIIEUHOTO TpakTa [6]. 3a 2 Toga mpoBeaeHO
21 uccnenoBaHue, U3 HUX Y 5 JIeTeil BBISIBIIEHBI 3PO3UU
U SI3BbI TOHKOW KWIIKM M JTWAarHOCTMpPOBaHa 0O0Je3Hb
Kpona, B nByx ciiyuasix BbISIBIEHO pefKoe 3a0ojieBaHUE
Oosie3Hb BanmbnmaHa (MHOXeCTBEHHbIE JIMM(paHTUIKTA-
3UM TOHKOM KUIIKK), B TPEX CIyYasX BBISBIECHO 3031MHO-
(uapHOE MopaXkeHne TOHKOTO KUIIeYHUKA (puc. 6).

lactpocToMusi ¢ BUACOIHTOCKOTIMUYECKUMU TEXHO-
JIOTUSIMUA — XUPYpryuvecKas oriepanusi, 3aKIodatonascs
B CO3/IJaHUM MCKYCCTBEHHOTO BXOJa B IMOJIOCTb KeIyaKa
yepes MepenHIon OPIOIIHYI0 CTEHKY ¢ BUIEOIHI0CKOIH -
YeCcKMM acCUCTMPOBaHUEM BO BpeMs onepauuu. ['acTpo-
CTOMa HYyXHa JIJIT KOPMJICHMSI WM BBENECHUS JIEKapCTB
HETOCPEICTBEHHO Yepe3 OTBepCTHEe (CTOMY) B OpIOIITHOM
CTEHKE MPSIMO B XKeJIyIoK [7, 8].

JlmarHocTueckass U Jie4eOHasT ~ OPOHXOCKOITHS
y neTeil J100ro BO3pacTa COTPYAHUKAMU OTAEJEHUS
BBITIOJIHSIETCS TIPU MOJ03PEHNM HAa MHOPOIHOE TeJIO Tpa-
XeoOpOHXMAJIBHOTO JIepeBa, a Takxe MpU HeoOXOIUMO-
ctu caHaimu. Hanuuue yabTpaTOHKHX 9HIOCKOTIOB 9KC-
MEePTHOTO KJIacca MO3BOJISIET BBITTOJTHUTH OPOHXOCKOITUIO
pebeHKy OT meproaa HOBOPOXIAEHHOCTH 1 110 18 jerT.

CTOUT OTMETUTH OCOOEHHOCTU IKCTPEHHON M CpPOU-
HOM 2HIOCKONTMYECKOI IMOMOIIU Yy AeTeil. B akcTpeHHOM
MOPSIIKE BBITIOJHSIETCSI 9HIOCKOMUYECKOE UCCIIe0BaHNE
MpU TIOAO3PEHNN Ha KPOBOTEUECHUE KETYIOYHO-KHUIIIeU-
HOTro TpakTa, MHOpoaHble Teyna. Camble yacThie Ciydau
oOpallleHuii — 3TO TPOIJIOYEHHbIE WHOPOIHbBIC Teja
NIeTbMU pa3JIMYHOTO Bo3pacTa OT 4 MmecsieB a0 18 er.
JleT ¢ TIPOTJIOYeHHBIMU WHOPOIHBIMU TeJaMHU TOCITH-
TaTU3UPYIOTCSI 4acTo, OCOOEHHO B BeuyepHee, HOYHOE
BpeMsI, a TakKKe B TIPa3IHUYHBIE W BBIXOTHBIE THU, UTO,
BO3MOXHO, CBSI3aHO C OTCYTCTBMEM JOJIKHOTO KOHTPOJISI
ponutensiMu. JIeTn TporiaTbiBalOT BCEBO3ZMOXKHBIE OBITO-
BBIE MPEIMEThl U MeJKWEe UTPYIIKU, KOTOPhIE MX OKPY-
katT. CaMble OIacHble WHOPOIHbBIC Teja: OaTapeiku
pa3IMYHOrO auaMeTpa (JMeKTPOJUT OaTapeiiku BbI3bIBAET

OXOT CJIM3UCTOI M 3aTeM Tiepdopaliio opraHa U KpoBo-
TeYeHWe), MarHUTHbIe IAapUKKU (BBI3BIBAIOT KUILIECYHYIO
HEMPOXOANMOCTb U Tepdopalnio CTeHOK KUIIEYHUKA),
OCTphIe (MTOJIKU, TBO3IM, (PparMeHTHl OT OPEKETOB, TPO-
BOJIOKA), TUAporeaneBbie mapuku (pasoyxator B 10 pas
B KUIIEYHWKE, BbI3bIBAasi HEMPOXOAMMOCTb) W T.a. [9].
B sHmockommuecKoM OTHEIeHUH CO3MaH My3eil MHOPOJI-
HBIX TIPEMETOB, TTPOTJIOUEHHBIN TEThMU, TIe YKa3aH BO3-
pacT MmanreHTa ¥ IpOorIoueHHOEe MTHOPOIHOE TeJIO.

BaxXHBIM MOMEHTOM B DHIOCKOMWYECKOW TMpaK-
TUKE SIBJISIETCS BMUIEMMOJIOTHYeCKass ©0e30MmacHOCThb
MPU HECTEPUITLHBIX SHIOCKOITMYECKIX BMEIIATeIbCTBAX.
B oTneneHun B MOEYHO-AE3MHOEKIIMOHHOM ITOMeIle-
HUU OCYIIECTBISETCS Ne3MHMEKIINST BBLICOKOTO YPOBHS
TMOKMX SHIOCKOIIOB MEXaHU3UPOBAHHBIM CIIOCOOOM
W C MPUMEHEHNEM COBPEMEHHBIX MOCYHO-Ie3MHMEKIIN-
OHHBIX MaIINH.

3aknovyeHue

Takum o00pa3oM, COBpeMEHHOE MaTepUalbHO-TeX-
HUYECKOEe OCHAIleHMWe HIEeTCKUX OOJIbHUIT MOCKOB-
CKOTO 3IpaBOOXpPaHEHUSI SHIOCKOIMUYECKOU TEXHUKOM
MO3BOJISIET CTPEMUTEHLHO Pa3BUBATh DHIOCKOTTMYECKHE
TEXHOJIOTUM B TeIMATPUYECKON TNpPaKTUKE HE TOJbKO
C IVMarHOCTUYECKOI, HO M ¢ JiedeOHoIl meabto. Hamm-
Yye 3HIOCKOIMMYECKOTO 000pyI0BaHUS B HEOOXOIUMOM
KOJIMYECTBE TIO3BOJISIET OKa3bIBaTh OINMEPATUBHO OKC-
TPEHHYIO MEIULIMHCKYIO TTOMOIIb, a TakKe TOBBIIIAThH
JOCTYITHOCTb JIJISI TUTAHOBBIX TALIMEHTOB, B TOM YHCJIE
JUIST  OKa3aHUS BBICOKOTEXHOJIOTMYHONM MEIULIMHCKOMN
nomouiy. Ilpy 3TOM MIaBHBIM HPUHIUAIIOM SIBJISIETCS
MEXIUCIUTUIMHAPHBIA MOAX0A U 00ecrieyeHre BO3MOXK-
HOCTHU JIeYeOHO-IMArHOCTUIECKOTO TTPUMEHEHUsT DHII0-
CKOITMYECKOTO OOOpYIOBaHUS Ha YPOBHE pPa3IUIHBIX
MoApa3aeeHN KIMHUKU (SHIOCKOIMUYECKOTO, OTaesIe-
HUI peaHMMalK, MH(HEKIIMOHHOTO KOpITyca, oTieparu-
OHHOTO 0JIOKA).
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OB30PbI JINTEPATYPbI

Kmnuko-narogusnoaoruyeckne acleKThbl HApylieHus: 0OMeHAa BObI M HATPHS
Y HOBOPOKI€HHBIX U HEBPOJIOTHYECKHE OCI0KHEHHS

3.I. Tapacosa, O.K. Kupunaoues, I.P. Cacumosa, H.C. Yepxacos

®re0Y BO «AcTpaxaHCKkuii rocyAapCTBEHHbI MEAMLIMHCKUIA YyHUBEepcuTeT» MuHagpasa Poccumn, ActpaxaHb, Poccus

Clinical and pathophysiological aspects of impaired water and sodium metabolism
in newborns and neurological complication

Z.G. Tarasova, O.K. Kirilochev, G.R. Sagitova, N.S. Cherkasov

Astrakhan State Medical University, Astrakhan, Russia

B npencraBiieHHOM 0030pe JIMTEPATYpPbl PACCMOTPEHbI NATO(U3NONIOTHYECKHE 0COOEHHOCTH 00MEHA BOJbI M HATPHS Y HOBOPOXK-
neHHbIX. OCHOBHbIE MEXAHM3Mbl, PEryJHPYIOIHe BOJHO-IJIEKTPOJUTHBIN 0ANaHC Y HOBOPOXKIEHHBIX, HEJOCTATOYHO H3YYEHBI.
O0beM M COCTAB BHEKJIETOYHOM JKHIKOCTH 00ecrneyuBaloTcsi (yHKIMOHAIBHOW AKTUBHOCTBIO NMOYEK MO/ KOHTPOJIEM HEeipO3H/I0-
KPUHHO# cucTteMbl. OCHOBHAS POJIb B PETYJIMPOBAHMM MOYKAMH IKCKPEMH BOJbI NMPUHAMJIEKUT AHTHANYPETHIECKOMY FOPMOHY.
O0beM BHYTPHKJIETOYHOMH JKMIAKOCTH PETyJHpPYeTCsl MACCHMBHBIM TPAHCIOPTOM BOJABI C YYaCTHEM AKBANOPHHOB. JIaOMIbHOCTD
BO/IHO-3JIEKTPOJIMTHOTO 00OMEHA Y HOBOPOXKIEHHBIX MOXKET CONPOBOKAATHCA IUNOHaTpueMueii. JIsi pa3iMyHbIX NATOJIOrHYECKHX
COCTOSIHUI1 B HEOHATAJILHOM NEPHO/Ie XapaKTePHbI ONpe/ie/IeHHbIe BUIbI TUNIOHATPHeMUH. KoppeKkuus runoHaTpueMun J0/DKHA NPo-
BOIMTBHCS € Y4eTOM ee MaTou3H0J0rHyeckoro Buaa. ['mnoHaTpueMus — pacnpocTpaHeHHOE OCJIOKHEHHe, KOTOpoe acCOIUMHpY-
€TCH C TSDKEJIbIM MOPAZKeHHeM I'0JI0BHOTO MO3ra Y HOBOPOXKIEHHbIX. ['MIoHaTpUeMusi Cioco0CTBYET NOBPEKIEHHIO FOJJOBHOTO MO3ra
KakK camocTosTe bHbIi (hakTop. MccaenoBanne mokasarelieil BOAHO-3JIEKTPOJUTHOTO 0AJaHCA B HEOHATAJIBHOM MEpUOIE MMeeT
BaXKHOE MPOTHOCTHYECKOE 3HAYEHHE /LISl PAHHETO BbISIBJIEHUS MOPAXKEHHs IIEHTPAJIbHOI HEPBHO# CHCTEMBI.

Karouegvie caosa: HO@OpO()deeHHble, 600H0—3/l€KmpOﬂleHbl€ HapyweHus, eunonampuemusl, UeHmpanibHas HeperHas cucmema.

Ana untuposauns: Tapacosa 3.I., KupunodeB O.K., Carutosa I.P., Yepkacos H.C. KnvuHuko-narogpuanonornyeckme acrektsl HapyLle-
Hus1 0BMEeHa BOAbI N HaTpuvsl Y HOBOPOXAEHHBIX M HEBPOJIOrNYECKUE OC/I0XHEHWs. Poc BeCcTH nepuHaton v neavarp 2023; 68:(1): 11-15.
DOI: 10.21508/1027-4065-2023-68—-1-11-15

This literature review covers the pathophysiological features of water and sodium exchange in newborns. The main mechanisms regu-
lating fluid and electrolyte balance in newborns are poorly studied. The volume and composition of the extracellular fluid are provided
by the functional activity of the kidneys under the control of the neuroendocrine system. The antidiuretic hormone plays the main
role in the regulation of water excretion by the kidneys. The volume of intracellular fluid depends on the passive water transport with
the participation of aquaporins. Lability of water and electrolyte metabolism in newborns may be accompanied by hyponatremia.
For various pathological conditions in the neonatal period, certain types of hyponatremias are characteristic. Correction of hypo-
natremia should be carried out taking into account its pathophysiological type. Hyponatremia is a common complication associated
with severe neonatal brain damage. Hyponatremia contributes to brain damage as an independent factor. The study of indicators
of water and electrolyte balance in the neonatal period has an important prognostic value for early detection of damage to the central
nervous system.
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@yHKHI/IOHaanaﬂ AKTUBHOCTD >KUBOW KJIETKU 4eJIO-
BEYECKOTO0 OpraHu3Ma 3aBUCUT OT (U3UOJOrnYe-
CKOW COXpaHHOCTM BOJHO-3JIEKTPOJIUTHOTO OaslaHca.
BonHo-31eKTpoUMTHBIE HapyllleHUs1 Haubojee 4YacTo
BCTPEYAIOTCSl Y HOBOPOXAECHHBIX JETell C KpUTHUye-
CKMMM COCTOSIHUSIMU U aCCOLIMMPYIOTCSI C YBEJIMYEHUEM
sneranbHOCTH [1, 2]. HapyiieHue ypoBHSI HATpUsI B CHIBO-
POTKE KPOBU B3aMMOCBSI3aHO C AUCHYHKIIMEH 1IeHTpab-
Hoii HepBHOl cuctembl (LIHC) paznuuHoil creneHu

BeipakeHHocTH [3]. [lo pesynbTaram paHee MpOBeIeH-
HOTO HaMW WCCEIOBAHUS BBISIBJIEHO, YTO TUITOHATPU-
eMUI0 B HEOHATAJIbHOM IepUoJe MOXHO paccMaTpuBaTh
Kak MpeIuKTOp (hOPMUPOBAHUSI IETCKOTO LIepeOpaTbHOTO
napanuya [4]. [TociencTBust 31eKTPOJUTHBIX HAPYILIEHUI
B BUJIE HEBPOJIOTMYECKUX OCITIOXKHEHUI MOTYT OBITh 0Opa-
TUMBIMU, €CJIM X CKOPPEKTUPOBATh Ha paHHEW CTaIuM.
WMzyueHue ocobeHHOCTE TATO(U3MOIOTUYECKUX MeXa-
HU3MOB BOIHO-3JIEKTPOJUTHBIX HApYIIEHUI TPU Tepu-
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HaranbHbIX mopaxkeHusix LITHC cocraBisier akTyaibHYIO
MpooJieMy COBpEMEHHON MeIUIIMHBI. PaccMoTpeHre 3Trx
BOIPOCOB HEOOXOAMMO ISl OOecrieueHusl aleKBaTHOM
Teparnuu nalyeHTaM JeTCKOro Bo3pacTa.

Oco0eHHOCTH PeryJisiiii 0OMeHAa HATPHS M BOJIbI Y HOBO-
poxaeHHbIx. Pu3nosornyeckass HOpMa YPOBHS HaTpUs
B KpoBu cocrtapisger 1405 mMMonb/n. B kimHuveckoi
MpaKTHUKe TUITO- VI TUTIEpHATPUEMUEN CUUTAETCS COIep-
>xanue Hatpus (Na*) 3a mpenenamu 130—150 mmonnb/n [5].
O0beM, cocTaB, KOHIIEHTpAIWsT BHEKJIETOUHOM KUIKOCTH
obecreunBaroTcs (YHKIIMOHAIBHOM aKTMBHOCTBIO BBIIE-
JIUTEJTBHBIX OPTAHOB MO KOHTPOJIEM HENPOIHIOKPUHHOMN
cucteMbl. OObeM BHYTPUKIECTOYHOM KUIKOCTH PETYIU-
pyeTcsl TaCCUBHBIM TPAHCTIOPTOM BOJIBI Uepe3 KJIETOUHYIO
MeMOpaHy TTOCPeICTBOM ocMOTUYecKux cui. [1pu TpaHc-
LIEJUTIOJISIPHOM TIepeHOCE BOJIAa MPOXOAMUT Yepe3 JTBOMHOM
CJIO MMUAOB WX 4Yepe3 aKBaropuHbI (aquaporins —
AQP). B moukax oHU 3KCMpeccupoBaHbl Ha OIpeneseH-
HBIX yJacTKax cooupareabHoi Tpyoouku: AQP2 — B anm-
KanmbHOM yacTn MeMOpanbl; AQP3 1 AQP4 — B cTpykType
GasosnarepajibHO MeMOpaHbl OCHOBHBIX KJIETOK [6].
OTCyTCTBUE TTOUYECYHBIX aKBAIIOPUHOB MPUBOIUT K Hapy-
IEHWI0 KOHIEHTpAllUM MOYM TOoYKaMu. JIIs ToJoB-
Horo moara crietimduiaeH AQP4, KOTopbIil JToKaIu30BaH
B KJIETKAX SIMEHAMMBI U MeMOpaHax acTPOINIMM Ha Tpa-
HUIIE KPOBb—MO3T, MO3T—CITMHHOMO3TOBast JKUIKOCTh [7].
OcCHOBHasI POJib B PEryJIMPOBAHUM SKCKPELIUU TTOUYKaAMU
CBOOOMHOW BOIBI TIPUHAUIEKUT AHTUANYPETUIECKOMY
ropMmoHy. [ToBBIIIIEHNE OCMOJISTLHOCTY TUTa3Mbl W/VITH
3HAYUTEJIbHOE yMEHbIIeHUe o0beMa LMPKYIUPYIOIei
KPOBU, M3MEHEHME apTepUualbHOTO JaBJICHUS CTUMYJIU-
PYIOT CEKPELINIO aHTUINYPETUIECKOTO TOPMOHA, KOTOPBIiA
ocymiecTBiIsIeT aBa 3ddeKra: Ba30KOHCTPUKIINIO U pead-
COpOIMIO BOOBI W3 JWCTATbHBIX M3BUTBHIX KaHAJIbLIEB
HedpoHa 1 cobupaTeabHBIX Tpyoouek [8, 9]. DTo cBOETO
pona 3allMTHO-TIPUCTIOCOOUTENIbHASI peakiiusi, HalpaB-
JIeHHasl Ha TIpedOoTBpallleHre KPUTHYECKHUX He(UIINTOB
o0beMa IMPKYJUPYIOLIEl KpOBM M 00beMa BHEKJIETOU-
Hoit xxunkoctu [10]. PeabcopOrimst Boabl 3aMbIKaeT METITIO
00paTHOI CBSI3W W TIPUBOIUT K YMEHBIICHUIO CEKPEIINU
AHTUANYPETUYECKOTO TOPMOHA.

AHTUINYPETUYECKUI TOPMOH CEKpEeTUpyeTCs Tipe-
WMYIIECTBEHHO B CYMPAONTHUYECKOM M TapaBeHTPUKY-
JISIPHOM SsIpax rurotajamyca. B pusnonornueckux ycio-
BUSIX COIEPXKaHMe TOPMOHA B CBIBOPOTKE KPOBU 3aBUCHUT
OT OCMOJISITBHOCTU TUIa3Mbl M PETYJIMPYETCS OCMOpeLeT-
TopaMu. B HOpMe OCMOJISUTBHOCTH CHIBOPOTKM HAXOIUTCS
B muara3oHe 276—295 mMocMoib/Kr. OcTaeTcss OTKPBITBIM
BOIPOC 00 OHTOTEHEe3¢ OCMOPELENTOPOB, B YAaCTHOCTH,
HE YCTaHOBJICHO, SIBJISIETCSI JIU YyBCTBUTEJbHOCTb OCMOpE-
LIENITOPOB IOCTATOYHO 3peJioit Mpu poxkneHuu. OCHOBHBIM
MOHOM BHEKJIETOUHOI >XuakocTu ciayxkuT Na*. Bmecre
C TJIIOKO301 M MOYEBMHOMN OH OIPENesieT €€ OCMOJISITb-
HOCTb. AKTHUBAIIMSI OCMOPELIETITOPOB HACTYMAET MpPU BHY-
TPUKJIETOYHON TUMEpPruapaTallii, COIPOBOXAAIOIIEHCS
TTOBBIIIIEHNEM BHYTPUKJIETOYHON KOHIeHTpauuu Na*
WM TIPU BHEKJIETOYHOMW JerujapaTaiiu, COTPOBOXKIAI0-

Ob30Pbl JINTEPATYPbI

LIeicsT TOBBIIIEHNEM KOHIIEHTpallud aHTuoTeH3nHa [l
B KaIlWIJISIPHOM CEeTH TUIoTajlaMyca. YBeJndeHne oobeMa
BHYTPUCOCYIUCTON KUAKOCTH CTUMYJIUPYET Tepudepu-
YecKre BOJIIOMOPELIETITOPBI, YTO BJIEUeT 3a CO0O0M MmoaaB-
JICHUE CEeKpellMy aHTUAWypeTudeckoro ropmoHa [11].
I'emoamHamMuyeckne pelenTopbl B OCHOBHOM pacriojio-
JKEeHbI B 0apOopelenTOPHBIX KJIeTKax Tpencepanii, Kapo-
TUIHOTO CUHYyca W aopThl. [lpym ymeHbllleHUM oObema
LIMPKYJMPYIOIIEH KPOBU OCMO- U GapopelenTopbl (hyHK-
LIMOHUPYIOT MHTETPUPOBAHO. Y CTaHOBJIEHO, YTO Yy TalM-
€HTOB C TUIIOBOJIEMUEN W TUIIOHATpUEMMEH He YMEHb-
11aeTcsl BHIOPOC aHTUAMYPETUUECKOTO TOPMOHA B OTBET
Ha CHMXEHUEe OCMOJISUTbHOCTM Tiiasmbl [12]. Cekperust
AHTUANYPETUYECKOTO TOPMOHA MPUBOAUT K YMEHBIIEHUIO
KJTyOOUKOBO# yIbTpapUIbTpallui, YBEJIMYEHUIO pead-
COpOLIY HATPUST, MOYEBUHBI B COOMPATETHHBIX TPYOOUKaX
KOPKOBOTO BEIIECTBA U TOJICTOM BOCXOISIIEH YaCTH TTETIN
I'eHne, cMHTE3y MPOCTANIAHAMHOB B MHTEPCTUIINATBHBIX
KJIeTKaXx MO3TOBOTO BelllecTBa IMOYKU. BomoHernpoHwuiia-
€MOCTb KJIETOK COOMpaTeIbHbIX TPYOOUYEK 3a CUeT SHIO0-
1IMTO3a BE3WKYyJ, coaepxammx AQP2, cHmxaercst mocie
npekpanieHus BbIOpoca aHTUIMYPETUYECKOTO TOpMOHA
[12, 13]. Huskast ckopocTh KIyOOUYKOBOI (hUIbTpAIIUU
U HEe3peJIOCTh TYOYJISIPHOTO arrapaTa CliocoOOCTBYIOT yBe-
JIMYEHUIO CTETIeHU 3JICKTPOJIMTHBIX HApYIIEHWI B HEOHA-
TasbHOM Tiepuozne [14]. [ToyeuHbIit KpOBOTOK M CKOPOCTh
KJTyOOUYKOBOI (DMIIBTpALIUM PETYIMPYIOTCS HECKOIbKUMU
Ba30aKTUBHBIMU areHTaMuW W TOpMOHaMHu. B ycroBusx
apTepuaJibHOM TUMOTEH3UM WM TIpy morepe Na* Kiio-
YeBYIO pOJIb B 00ECNEeUeHUN TTOYKAMM BOIHO-3JIEKTPO-
JIMTHOTO TOMEOCTa3a BBITIOJIHSIET PEHWH-aHTUOTEH3WH-
aJIbIOCTEpPOHOBasl cuctema. B pesynbrare axkTuMBaIuu
CHCTEeMbI TIPOUCXOIUT 3amepkka Na*, BOIbI, 3KCKpPEeIUsl
C MOYOW KaJiusl, TIOBBIIIEHUE apTepUaIbHOTO JIaBJICHUSI.
IToueunrsie morepu Na' cTUMyIMpYIOTCS HATPUITypeTH-
yeckuMM mentuaamu (natriuretic peptides — NP), mpo-
crarjaHIMHaMU, KMHUHAMU, OKCHIOM a30Ta M alpeHO-
Meny/utmHoM [6]. Cpeny HaTpUitypeTMUECKHMX TENTHIOB
OBbLIM BBIIEJICHBI CIeayIolIe OCHOBHBIE TUTIBI: A (ANP),
B (BNP), C (CNP) u yponunatun [15]. Tlocne poxnie-
Hus yBenuuuBaetcss cekpeuuss ANP u BNP, nocruras
nMKa Ha 1—2-e CYyTKY XXU3HU, 3aTeM CHIKAETCS, JOCTUTAST
miato yepe3 1—2 Hen [16]. [TpenmyIiiecTBEeHHO OHU CEKpe-
TUPYIOTCS TKAHSIMU  CEepPAEYHO-COCYIMCTON CHUCTEMBbI,
TOJJOBHOTO MO3Ta U TOYeK B OTBET Ha pacTSLKEHME CTe-
HOK M JIpyrve nMpuyuHbl. HatpuitypeTndeckue MenTHIbI
WHTUOMPYIOT ~ BBICBOOOXIEHWE  aHTHIUYPETUYECKOTO
TOPMOHA, WUTPAIOT BaXKHYIO POJIb B PETYJALUU (DYHKIUN
TUTIOTaJIaMO-TUMO(U3aPHO-HATTOYEUHUKOBOI CUCTEMBI,
OKa3bIBAIOT TUYPETUIECKUI, HATPUNYPETUUECKUI, Ba30-
MUJATUPYIOIINI W TUTIOTEH3UBHBIN 3ddekTbr [15—18].
ITpu paznMYHBIX MATOJOTMYECKUX TIpolleccax JJisi HeOHa-
TaJIBHOTO Tieproaa 6oJiee XapakTepHo npeodaganne Na'*-
U BOIO3aIEPXKUBAIOIINX MEXaHU3MOB.

Buapl runonarpuemun. Boinensitor cieayroiime Kiac-
CHYECKUe BUIbI TUTTOHATPUEMUN: TUIIEPBOJIEMHUUYECKAsT,
9yBOJIeMUYEeCcKasi, TUIOBoJieMUYecKas. [ urmoBosieMuye-
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Tapacoea 3.TI. u coasm. KIMHUKO-TIaTO(U3MONOTMYECKHE aCTIEKThl HapylLeHMsI 0OMEHa BOJbI M HATPHsl Y HOBOPOXKIAEHHBIX M HEBPOJIOTMYECKUE OCIOXHEHMUSI

cKasl TUIIOHATPUEMMST Pa3BUBAETCSl BCJIEICTBUE H30bI-
TOYHOW TIOT€pM HATPUSI W BOIBI TMOYKAMU: MCIIOJb-
30BaHUME MOYETOHHBIX JIEKAPCTBEHHBIX MperapaToB,
MUWHEPaJIOKOPTUKOUIHAsST HEINOCTaTOYHOCTb, CUHAPOM
epeOpaibHOil oTepu conu (cerebral salt-wasting syn-
drome — CSWS), Hedpomnarusi, OCMOTUYECKUI HY-
pe3 — WJIM B pe3yJibTaTe BHEMOYEUHBIX MOTepb HATPUS
u Bonbl (pBOTA, Irapesi, yreuka XUAKOCTU B TPEThe TPO-
CTPaHCTBO). DyBojeMUUYeCcKasi TUTTOHATpUEMUST HaAOJIIO-
JaeTCcsl TPU CUHIPOME HEaJeKBAaTHOW (M30bITOYHOMN)
CeKpellMy aHTUINYPETUYeCKOro ropMoHa (syndrome
of inappropriate secretion of antidiuretic hormone —
SIADH), mIOKOKOPTUKOMIHON  HEIOCTaTOYHOCTH,
TUTIOTUPEO3e, CTpecce, TPUMEHEHUN Pa3IMYHbIX HAPKO-
TUYECKUX U TCUXOTPOTHBIX cpenacts [12, 19]. 'mnepso-
JieMu4ecKasi TUIIOHATpUeMusl BCTpeuaeTcsl Tpy LIMppo3e
MeYyeHu, CepAeyHOl HeIOCTaTOUHOCTH, HE(DPOTUUECKOM
CUHAPOME, OCTPOW MM XPOHUUYECKOUW TMOYEYHON Hea0-
CTaTOYHOCTH, M30BITOYHONW WH(Y3MOHHOW Teparnuu
[20, 21]. KnuHndecKuit OIBIT ITOKa3bIBAET, UTO B psiie
c/lydyaeB TUITIOHATPUEMMSI MOXKET HOCHUTh CMEIIaHHBIN
xapaktep [22]. B HeoHaraibHOI NpaKTUKE YCIOBHO,
B 3aBUCHMOCTH OT BpEMEHU BO3HMKHOBEHMSI, TMITOHA-
TPUEMUM MOJAPA3IEIISTIOT HA «paHHUE» U «ITO3THUE» [5].

Hapymenuss ypoBHS HaTpusi B KPOBM U HEBPOJIOTHYE-
ckue ocyiokHeHnsi. CHukeHre ypoBHSI Na™ B ChIBOPOTKeE
KPOBHU YaCcTO BO3HUKAET y MAIIMEHTOB C YePEITHO-MO3T0-
BOIl TpaBMOI, cyOapaxHOUAAJIbHBIM KPOBOUBJIUSHUEM,
MEHUHTUTOM, MOCJIe pe3eKIIMU HOBOOOpAa30BaHMUIA TUIIO-
¢u3a [23—25]. B cBoro ouepenb TMIIOHATPUEMMS CIIO-
COOCTBYET TIOBPEXIECHUIO T'OJOBHOTO MO3ra KakK camo-
crosatenbHbIt  (dakTop. [lpu rTHUMOHaTpuemMum Boma
MO0 OCMOTMYECKOMY T'PaJHMEHTy TepeMeliaeTcsi U3 BHe-
KJIETOYHOTO TIPOCTPAHCTBA B KJIETKU T'OJIOBHOTO MO3ra,
BBI3bIBasi OTEK KJIETOK, OCJIOXXHEHUSIMU KOTOPOTO MOTYT
OBITH TUCITOKAIMS MO3TOBBIX CTPYKTYpP, BHYTpUYEpEITHAasT
TUTIEPTEH3USI C HapyllIeHUEM liepedpaibHOrO KPOBOTOKA.
B HeBposiornyeckom craTyce y TaKMX MallMeHTOB MOTYT
HaOJTI0MaThCsI CYA0POTH M KOMAaTO3HOE COCcTOosTHUE [26].

CrerneHb BBIPAXKEHHOCTH CUMITOMOB TOPaXKEHUS
IHHC 3aBucuT OT CKOpOCTM CHUXXEHUs ypoBHsI Na*
B ChIBOpPOTKEe KpoBU. Ecnu runoHarpruemust pa3BuBaeTcst
B TeUYEeHNE HECKOJbKWX HEH WM Henesb, OHa MOXET
OBbITh OECCUMITTOMHON B pe3yJibTaTe amanTalliu KJIETOK
rojioBHOro Mo3ra. [Ipu mocTerneHHOM CHUKEHUN YPOBHSI
Na* B CbIBOPOTKE KpPOBU pa3BUBAeTCsl (DEHOMEH «pery-
JISTOPHOTO YMEHbIIeHUsT o0bemMa» KieTok [27]. Monbl
HaTpusl, XJIopa, Kajaus U IIyTaMUHa TPaHCIIOPTUPYIOTCS
U3 BHYTPUKJIETOYHBIX BO BHEKJIETOUHBIE KOMITAPTMEHTHI,
YTO HECKOJIbKO YMEHbIIIAET BHYTPUKIJIETOYHYIO TUITepTrH-
nparaumio [28, 29].

UpesmepHo ObicTpasi Koppekius ypoBHS Na*
B CBIBOPOTKE KPOBM MOXET BBI3BATh ITOBpEXICHUE
IIHC. 310 00ycnoBIeHO PEe3KMM M3MEHEHUEM OCMO-
TUYECKOTO IpaJiieHTa U Pa3BUTUEM BHYTPUKIECTOYHOMN
nerunparaiu. B pesynbTaTe 3TMX IMPOIECCOB BO3HU-
KarT OCMOTUYECKUE 1eMUESTMHU3UPYIOIINE CUHIPOMBI,

TaKMe KaK MOHTUHHBIM MUEITMHOIN3 U 9KCTPATTOHTUH-
HBIM MuennHoau3 [30].

Y HOBOPOXIEHHBIX TTOBPEXKIECHUS TUIIOTAIAMO-THIIO-
¢uzapHOI 001aCTH HETOCTATOYHO U3ydyeHbI. [lopakeHust
LHHC paznuuHoro reHesa (rMIIOKCUYECKOTo, MHGEKIIN-
OHHOTO, TPAaBMaTU4YECKOTO, TOKCHYECKOTO, HEOTUTACTHYE-
CKOTO0) MOTYT TTPOBOLIMPOBATh Pa3BUTHE TAKUX IMATOJOTH-
YECKHMX COCTOSTHMI, KaK CUHIPOM IiepeOpasbHON TTOTEpH
COJIM, CUHIPOM HeaJeKBAaTHOM CEeKpellMy aHTUINYPETH-
YeCKOTO TOPMOHA W LIEHTPaJbHBIN HecaxapHbI auadeT
(central diabetes insipidus — CDI) [31—34].

IMaroreHe3 cuHapoMa LEpeOpaTIbHO MOTEpU CONU
0 CHUX TIOp OKOHuaTtenbHO He usyueH [35]. CyiecTByeT
MHEHUE, 4YTO TMPU 3TOM CHUHIAPOME HEMACHTU(DUIINPO-
BaHHBIN MeIUaTOP HapyllaeT (PYHKIINIO MPOKCUMATbHBIX
KaHaJIbLIEB W TIPUBOJIUT K TTIOUEYHOM 3KCKPEIUU DJIEKTPO-
yutoB [36]. Hekotopble uccCaeI0BaTEI CKJIOHSIOTCS
K MHEHUWIO, YTO STUMU MeIUaTopaMu CIyXaT HaTpuii-
yperrueckue nentuabl [23]. s cuHmpoma 1epedpaib-
HOI TMOTepu COJIM XapaKTepHbI CIIEAYIOLINe KIMHUYE-
CKU€ CUMIITOMBI: TUTIOBOJIEMHMSI, TUTIOHATPUEMHUSI, HU3KAs
OCMOJISTTBHOCTBD TIIa3Mbl, HU3KOE COIePKaHe MOYEBUHBI
B CBIBOPOTKE, TOJUYPHSsI, TTOBBIIIEHHAs KOHIIEHTpAIUs
B Moye Na* ¥ MOYEBHMHBI, TTOBBIIIEHHAS OCMOJISUTBHOCTh
MOYH, ocMoTHYecKuii nuype3 [28]. OCHOBHBIM METOIOM
JIeYeHHs TIpPU3HAHA KOPPEKIIUS TUTIOBOJIEMUM U TUIIOHA-
tpuemuu [23, 37]. Tlpy mpaBUILHOM JICYEHUM TSKEIIbIC
HEBpOJIOTUYECKE W TEeMOIWHAMUYECKUE OCIOXHEHUS
3TOTO CUHAPOMA MOTYT OBITh ITpeIOTBpaIieHb! [38].

st cuHIpoMa HealeKBaTHOM CeKpellny aHTUINYpe-
TUYECKOTO TOPMOHA XapaKTepHa 3yBOJeMUYeCcKasi TUTTO-
HaTpyueMusi. Y HOBOPOXKIECHHBIX MPUYMHAMU JAHHOTO
CUHIpOMa MOTYT OBITb BHYTPIIKEITYIOUYKOBOE KPOBOU3-
JIUsSTHKAE, TUApoledanusi, BpOXIACHHBIN TTOPOK Pa3BUTHS
TOJIOBHOTO MO3Ta, MEHWHTUT, ac(PUKCHUsI, pecrpaTop-
HBI THCTPECC-CUHAPOM, ITHEBMOTOPAKC, BEHTUJISIIUS
JIETKUX C TOJIOXKUTEbHBIM naBieHuem [39, 40]. Xapak-
TepHble KIWHUYECKUE KPUTEPUU CUHIpPOMa HealeK-
BaTHOM CEeKpelUMW AaHTUAMYPETUYECKOTO TOPMOHA:
TUTIOHATPUEMUSI, HU3Kast OCMOJISTTBHOCTb CBIBOPOTKMU,
2YBOJIEMUSI, MaKCUMaJbHO KOHLIEHTpUpPOBAaHHAs Moua,
Hatpuitype3 [23, 39]. O6menpuHSTEIN METOI KOPPEKIINI
3TOTO BUA TUTIOHATPUEMUM — OTpaHUUYEHUE KUIKOCTH,
BBefeHMe Na', jeueHrne OCHOBHOTO 3a00J1eBaHusI.

CylIecTBYIOT AMATHOCTUYECKUE CIOXKHOCTU IUd-
depeHIMAIMY CUHIPOMA liepeOpabHOM TOTepU COJIA
OT CHUHIpOMa HeaJeKBAaTHOM CEKpelMu aHTHIWYpETH-
YeCcKOro TOpMOHa. B mepBoM ciiydae BTOPUYHO MOXKET
MOBBIIIATLCS YPOBEHb AHTUANYPETHUECKOTO TOPMOHA.
HuddepeHnpoBaTh 3TH JABa CHUHAPOMA HEOOXOIUMO
JUT obecrieuyeHsT TpaBWIbHOM Teparuu. HamexXHbIM
WHANKATOPOM CHUHApPOMA LiepeOpaabHON MOTEPU COJIA
CITy>XKUT TUTIOBOJIeMust [23].

YcraHoBIeHa 3HAYWTEbHAs pOJb  TUIepHATpHe-
MMM B pa3BUTUM BHYTPUYEPEITHBIX KPOBOWBIUSHUIA,
TPOMOO30B COCYIOB TOJIOBHOTO MO3Ta Y HOBOPOXKICH-
HbIX [5, 41, 42]. PacripocTpaHeHHast TipuYrMHa Hepru3noJo-
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TMYECKOro TOBBIIIeHUs ypoBHSI Na* B CHIBOPOTKE KPOBU
kpoercs B nerumparauuu [1, 42]. [lpu Kpurnueckux
COCTOSTHMSIX TUTIEpHATPUEMUST BO3MOXKHA KaK SITPOTEHHOE
OCJIOKHEHUE M30BITOYHOTO BBEIEHUS TUApOKapOOHaTa
HaTpusI WM APYTUX HATPUICOmepKalllnX pacTBopoB [43].

I'unepHarpuemMust XxapakTepHa ISl LEHTPaJbHOTO
HecaxapHoro auabera. Y neTeil LeHTpalibHBI Hecaxap-
HBIII nrabeT MoXeT pa3BUThcs Tipu TopaxeHuu LHHC
pa3Hoil atuonoruu [44]. B nutepaTtype omucaHbl Kiu-
HUYECKHEe Cciydau ILIEHTPaJIbHOIO HecaxapHoro nuabera
Y HOBOPOXIEHHBIX C BHYTPUXKETYIOUKOBBIM KPOBOW3-
JIMSTHUEM M C SHTEPOBUPYCHBIM MEHMHTO3HIIEMaTUTOM
[45, 46]. D10 3a00a€eBaHMEe XapaKTepu3yeTcs 1eUIIUTOM
CMHTE3a WJIM HEJOCTATOYHOM ceKpelueil aHTUIUYypeTHU-
yeckoro ropmoHa. KiIMHUYECKMMU KpPUTEPUSIMU 1I€H-
TpaJbHOTO HecaxapHOro auadeTa CiyXaT TOBBIIIEHUE
ypoBHsI Na®™ B CBHIBOPOTKE KPOBU, TOJIMYpHUS, AeTUIpa-
Talusl, TUTIOBOJIEMUSI, BBICOKAsI OCMOJISITBHOCTh ChIBO-
pOTKM, HU3Kas OCMOJISUIbHOCTHL Moum [47]. TI'mmepoc-
MOJISIPHOE COCTOSIHME COTIPOBOXKAAETCS AeruiapaTtalueit
HEHpPOHOB, YTO MOXET TPUBECTU K pa3pbiBYy COCYIOB
TOJJOBHOTO MO3ra, cy0apaXHOWUIATbHBIM KPOBOW3JIMSI-
HUSM ¥ TpOMOO3y BEHO3HOTO CHHYCA.
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OPUINMHAJIbBHbBIE CTATbU

Onenka comepKaHusi ApPruHUHA U TIyTAMUHOBOM KMCJIOTbI B CHIBOPOTKE KPOBH
Y IOHOIIEHHBIX HOBOPOKIEHHBIX C 3a/1€P:KKOii BHYTPUYTPOOHOIO Pa3BUTHS

JI.B. Kpasuenko, U.U. Kpykuep, A.A. Agponun, M.A. Jlesxosuu, C.b. bepexucanckas, O.B. Asunosa,
0.3. Ily3zuxosa, [[.U. Co3aesa

®re0yY BO «PocToBCKMi FOCYAAPCTBEHHbI MEeOUUNHCKIUI yHUBEpPCcUTET» MuHsapaea Poccuu, PocTtoB-Ha-[oHy, Poccust

Assessment of the arginine and glutamic acid content in the blood serum of full-term
newborns with intrauterine growth retardation

L.V. Kravchenko, I.1. Krukier, A.A. Afonin, M.A. Levkovich, S.B. Berezhanskaya, O.V. Avilova,
0.Z. Puzikova, D.I. Sozaeva

Rostov State Medical University, Rostov-on-Don, Russian Federation

IIpodGaema 3a1ep:KKH BHYTPUYTPOOHOTO Pa3BUTHS AKTYaJbHA B HACTOSILEE BpeMsi, TAK KAaK 3TO OJAHA M3 NMPUYMH HEOHATAJIbLHOI
3200.J1eBa€MOCTH 1 CMEPTHOCTH.

Lenp uccnenoanus. VizyyeHue TeyeHHs: HEOHATAIBHOTO NMEPHOA U OLEHKA COJNEPXKAHMS APTMHMHA U TIYTAMHHOBOIi KHCJOTBI
Y IOHOLIEHHBIX HOBOPOK/IEHHBIX B 3aBUCUMOCTH OT CTENEHH TSKECTH 3aJeP:KKU BHYTPUYTPOOHOTO PA3BUTHS.

Marepuans 1 Metoapl. O0c/en0Banbl 78 TOHOLMIEHHBIX HOBOPOXKIEHHBIX JIeTeil ¢ 3a1ePKKO0ii BHyTPHYTPOOHOTO PA3BHTHS MO TMIO-
Tpodhuueckomy Tumy. Conep:kaHue IJlyTAMMHOBOI KUCJIOTHI M APTHHUHA B CHIBOPOTKE KPOBU ONPEAENISIH B PAHHEM HEOHATAILHOM
neprosie METOAOM KANMMLISAPHOTO 3jeKTpodhope3a ¢ MCoab30BaHNeM HeMOauGUIpoBaHHOro KBapuesoro Kammuisipa («Kamemns-
105», «JIromakc», Cankr-Ilerepoypr, Poccus).

Pe3ynbratsl. BoisiBiensl Mapkepsl (hOPMUPOBAHHS TSKEJIOH CTeNEHH 3a/1ePXKKH BHYTPUYTPOOHOTO Pa3BUTHS: MOBbILIEHHE YPOBHS
IJIyTAMMHOBO# KHCJIOTbI W APITHHMHA B CHIBOPOTKE KPOBH C YY€TOM HApYIIEHHS MO3rOBOr0 KPOBOTOKA B PAHHEM HEOHATAJILHOM
nepuozne. IIpenoxena Moxesb NPOrHO3UPOBAHUS COXPAHEHUSI TSKENION CTENeHH 3a/1ePXKKH BHYTPHYTPOOHOTO Pa3BUTHS Y HOBO-
POXKIEHHDBIX K KOHILy HEOHATAJILHOTO NEepPHo.a.

3akmouenne. [IpennoxeHHble JMATHOCTHYECKHE KPUTEPUH JAIOT BO3MOXKHOCTb CBOEBPEMEHHO HAYMHATS crieniGuyecKylo Tepanuio,
4YT00bI NPEAOTBPATUTD (POPMUPOBAHME TSXKEJIOH 3a/1€PXKKH BHYTPUYTPOOHOTO Pa3BUTHS.

Karoueswte caoea: Hosoposcdentole, 3a0epicka 6HympuympooHo20 pa3eumus, apeUHuH, eAHmamuHo8as KUcioma.

Ana untupoBanus: Kpasyerko J1.B., Kpyknep U.U., AppoHuH A.A., JleBkosuy M.A., bepexaHckas C.b., Asunosa O.B., lysukosa O.3., Co3a-
esa []. V. OueHka conepxaHusi apruHuHa v riyTaMUHOBOW KUC/IOTbI B CbIBOPOTKE KPOBU Y JOHOLLIEHHbLIX HOBOPOXAEHHbIX C 334E€DPXKOV BHYTPUY-
TPO6HOIro pa3suTus. Poc BecTH nepuHaton v neavatp 2023; 68:(1): 16-23. DOI: 10.21508/1027-4065-2023-68-1-16-23

The problem of intrauterine growth retardation is currently relevant, as it is one of the causes of neonatal morbidity and mortality.
Purpose. To study the course of the neonatal period and evaluate the content of arginine and glutamic acid in full-term newborns
depending on the severity of intrauterine growth retardation.

Material and methods. 78 full-term newborns with intrauterine growth retardation according to hypotrophic type were examined.
The content of glutamic acid and arginine in blood serum was determined in the early neonatal period by capillary electrophoresis
using an unmodified quartz capillary (Kapel-105, Lumeks, St. Petersburg, Russia).

Results. Markers of the formation of a severe degree of intrauterine growth retardation were identified: increased levels of glutamic
acid and arginine, taking into account impaired cerebral blood flow in the early neonatal period. A model is proposed for predicting
the persistence of a severe degree of intrauterine growth retardation in newborns by the end of the neonatal period.

Conclusion. The proposed diagnostic criteria make it possible to start specific therapy in a timely manner in order to prevent the for-
mation of a severe degree of intrauterine growth retardation.

Key words: newborns, intrauterine growth retardation, arginine, glutamic acid.

For citation: Kravchenko L.V., Krukier I.1., Afonin A.A., Levkovich M.A., Berezhanskaya S.B., Avilova O.V., Puzikova O.Z., Sozaeva D.l. Asses-
sment of the arginine and glutamic acid content in the blood serum of full-term newborns with intrauterine growth retardation. Ros Vestn Perinatol
i Pediatr 2023; 68:(1): 16-23 (in Russ.). DOI: 10.21508/1027-4065-2023-68-1-16-23

pobjeMa 3anepXKU BHYTPUYTPOOHOTO pa3BUTUSI

aKTyaJlbHa B HACTOSIIEE BpeMs, TaK KaK 3TO OJTHA
13 MPUYMH HEOHATAJIbHOU 3a001€BAa€MOCTU U CMEPTHO-
CcTU. Y HOBOPOXKIEHHBIX C 337 PXKKOI BHYTPUYTPOOHOTO
pa3BUTUSI aHTEHATAJIbLHO HAOJIOMAIOTCS HapyIIEHUS
TUTAllEHTAapHOU TeMOAWHAMUKU, U3MEHEHUS MPOHUIIA-
emocTu rutaueHThl. [locne poxaeHns: HOBOPOXIEHHbBIS
C 3alepXKOW BHYTPUYTPOOHOTO pa3BUTHUSI CIIOXHEE
MPOXOIST TEPUOJ aJarnTaluu K BHEYTPOOHOMW KWU3HU
B CBSI3M C HaJWYMEM Yy HUX TOCJIEACTBUN XpOHUYE-
CKOIl BHYTPUYTPOOHOI TMITIOKCUU, HApYIIIEHUT oOMeHa

BeIIECTB U (PYHKIIMU KETYTOYHO-KUIIIEYHOTO TpaKTa.
B psanme wuccnenoBaHWil, BBIMIOJHEHHBIX B TIOCJAEIHUE
ronpl, J0Ka3aHO, YTO Y HOBOPOXIEHHBIX C HU3KOU
Maccoil Tejla B ITOCJIEAYIOIINE IePUOIBI KU3HU (op-
MUPYIOTCS  Ne(UIUT BHUMAHUS, TUIEPAKTUBHOCTh
U JETIPEeCcCUBHBIE PACCTPOMCTBA, CBSI3aHHbIE C Hapy-
1eHrueM HeliporeHesa. Jloka3aHO TpU COTMOCTaBICHUU
nokaszateseil 1epedpaabHON OKCUMETPUM, UTO CHUXKE-
Hue (pakIMOHHON B3KCTpaKUMU KUCJIOpOJa TKaHSIMU
Y HOBOPOXIEHHBIX C 3aAepXKOW BHYTPUYTPOOHOTO
Pa3BUTUSI CIYKUT OOBEKTUBHBIM IMOKa3aTeleM MepruHa-
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TaJIbHOTO TIopaxkeHust mo3ra [1—5]. [lpuBeneHHbIe naH-
HbIE COMIACYIOTCS ¢ paboTamMu IpyTUX UCCeaoBaTesei,
JIOKa3aBIINX, YTO KaK Yy JOHOIIEHHBIX, TaK U y HElO-
HOIIIEHHBIX AETEN C 3aJepKKOW BHYTPUYTPOOHOTO pa3-
BUTUSI B OOJIBIIIOM TIPOIIEHTE CJydyaeB Ha MEPBOM TOIY
KM3HM UMEIOTCS 3a/iepKKa HEMPOPa3BUTHSI U HEBPOJIO-
ruyeckuit gepuuut [6—10].

B cBs3M ¢ 3TMM mpoBeneHbl McclieqoBaHus CBOOOI-
HBIX aMUHOKUCIIOT (l-apruHuHa u 1-uuTpy/uIMHa) B OKO-
JIOTUIOAHBIX BOJAX Y XEHIIWH ¢ TUTalleHTapHOI HelnocTa-
TOYHOCTBIO M JIOKA3aHO, YTO YPOBEHb apTMHUHA Y HUX
MOBBIIIEH, a IIUTPYJJIMHA, HA0OOPOT, CHUXKEH B CPETHEM
B 2 pa3a Mo CpaBHEHUIO C aHAJIOTMYHBIMU TTOKa3aTeIsIMu
y TaIMEeHTOK C (PU3MOJOTUUECKUM TedeHUeM OepeMeH-
HOCTU. APTMHMH, HapsiAy ¢ TaKUMU aMUHOKMCJIOTAMM,
Kak TJII0TaMUH, TII0TaMaT, COBMECTHO C TJIMIIMHOM pery-
nupyeT (yHKUIMIO HEMPOHOB M y4acTBYeT B aHTUOKCH-
NIAHTHOW 3alllUTe OpraHu3Ma, CUMTAsICh He3aMEeHUMOM
aMUHOKMCJIOTOM Yy HOBOPOXIEHHBbIX. Ha ocHoBaHuu
MOJTyYEHHBIX TAaHHBIX ObLT CAEJIaH BBIBOJ O BO3MOXHOCTHU
WUCTIONB30BaHMST KO3GdUIIMEeHTa apTUHUH/IUTPYJUIMH
NI TIPOTHO3a HEBPOJIOTMYECKUX HapyIIeHU y AeTeit
paHHEro BO3pacTa, CBSI3aHHBIX C 3a7EPXKOW pa3BUTHUS
wiona [10].

M3BecTtHa BaxkHasi pojib aMUHOKMCIIOT KaK He3aMe-
HUMBIX CyOCTpaTOB B MEeTa0OJIMYECKHUX TIpolieccax, Ouo-
XUMMYECKUX U (PU3MOJIOTUYECKUX peaKiusX. LleHTpanb-
HOE MeCTO B OOMEHEe aMWHOKHUCIOT MO3ra 3aHUMaeT
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mIyTaMyuHOBas Kuciora. Peakiust mpeBpaliieHust anbda-
KEeTOrJTyTapoBOI KMCJIOTHI B INIyTaMaT MPOTeKaeT B TKAaHU
Mo3ra ¢ OOJIbIION CKOPOCThIO. [JlyramMuHOBasi KucjaoTa
WUCTIOJIB3YeTCsl 111 oOpa3oBaHUsl TJyTaTUOHA, TJyTa-
MHWHa M TaMMa-aMUHOMACJISTHOM KucaoTel. Kpome Toro,
JIyTaMUHOBAsl KHUCJIOTAa UTpaeT BaxKHYH pOJb B BHEP-
TeTUYECKOM OOecriedYeHUM HEepBHBIX KieToK. [loaromy
YMEHBIIIEHUE €€ CONEpPXKaHUSI CITOCOOCTBYET TITOHMXKE-
HUIO YPOBHSI 3HEPTETUYECKOTO OOecIieueHusl HelHpOHOB
U, COOTBETCTBEHHO, TOPMOXEHHUIO MX CIelU(PUIEcKrnx
¢dynkuumit [11-13].

WMUsyyeHne  dyHmaMeHTanbHBIX  OMOXMMMYECKUX
MPOIIECCOB TMO3BOJUT BBISIBUTH HauboJjiee TOUHBIE IHa-
THOCTUYECKHNE KPUTEPUU, XapaKTepU3YIOIIUEe TSKETYIo
CTeNeHb 3a/epXKW BHYTPUYTpOOHOTO paszButus. M3mo-
>KEHHOE JieJlaeT OlpaBIaHHBIM OoJjiee yriayoJaeHHOe U3y-
yeHre OMOXMMUYECKUX MapKepoB, TaKUX KaK aprUHUH
W TJIyTaMUHOBAsI KMCJIOTA.

IHea» uccnenoBanus: M3ydeHUe TEYSHUS] HEOHATAIb-
HOTO TIeprojia U OlleHKa CONepXKaHUsI apTMHWHA U TIIy-
TaMUHOBOW KHWCJIOTHI Y JOHOIIEHHBIX HOBOPOXKIEHHBIX
B 3aBUCHMMOCTH OT CTETIEHU TSIKECTH 3aJIePXKKU BHYTPU-
YTPOOHOTO pa3BUTHS.

XapakTtepucTuka peteii u MeToabl UCCeaoBaHUS

IIpoBeneH peTPOCIIEKTUBHBIN aHalNU3 KIMHUKO-
JTabOpaTOPHBIX JTAHHBIX 78 MOHOIIEHHBIX HOBOPOXIEH-
HBIX JIeTell ¢ 3aJepKKOW BHYTPUYTPOOHOTO pa3BUTHUS
no runorpoduyeckomy Tuiy. McciemoBaHue nmpoBeaeHo
B OTAEJCHUM TATOJOTUM HOBOPOXICHHBIX M HEIOHO-
meHHbIX geteit HUUM akymepctBa u neguatpun @I'BOY
BO «PocTtoBckuit rocynapcTBeHHbIN MEIUITMHCKUM YHU-
BepcuteT» Mun3npasa PD B cOOTBETCTBUYM CO CTaHIap-
ToM M3 P® ot 29 nexkabpst 1998 r. «[Ipasuna nposeme-
HUSI Ka4eCTBEHHBIX KIMHUYECKUX WUCTBITaHU B PD».
ITpu BKIIOUEHUU B UCCIeIOBaHME MaTepu BCEX HOBO-
POXIEHHBIX JAeTeil TOMMUCHIBAIM WH(MOPMUPOBAHHOE
cornacue. MccnenoBaHnue onoOpeHO JOKAJTbHBIM 3TH-
yeckum kKomutetoM HUMMUW akymepctsa u memmarpumn
®I'BOY BO «PocToBckuMit ToCcymapCTBEHHBI Meau-
LIMHCKUI yHUBepcuTeT» MunsnpaBa PD. Kpurepusmu
BKJTIOYEHUSI OBIIM TOHOIIEHHOCTh, HaJMYWe 3aIepKKHU
BHYTPUYTpOOHOTO  pa3BuTusa. Kpurepusmum oTkasa
OT BKJTIOYEHHE CIYXKWJIM OTCYTCTBUE 3aJePKKU BHYTPU-
YTPOOHOTO pa3BUTHUS, HEIOHOIIEHHOCTh, BPOXIEHHBIE
TMTOPOKH Pa3BUTHSI, CTUTMBI TM33MOpHOTeHe3a.

Y Bcex HOBOPOXIECHHBIX BBISIBJIEHA aCUMMETpUYHAS
¢dopma 3amepkKu BHYTpUYTpOOHOTO pa3BuTus. Jlmar-
HO3 3a7iep>XKK1 BHYTPUYTPOOHOTO Pa3BUTHS JIETKOU CTe-
MeHW ObUT BBICTABJICH MPHM OTCTAaBAaHUM MacChl Teja
OT JOJIKHO# cooTBeTCTBEHHO 10%0, CpeaHeTsIKeII0M cTe-
MeHn — TIpU oTcTaBaHUM Macchl Teta oT <10%o no 3%o
OT JTIOJDKHOM M TSKEJION CTEreHW — B CllydasiX OTCTaBa-
HUST MacChl Tejla OT HOJKHON <3%o COTNTacHO LEHTUITb-
HBIM TabauaM. B 3aBUCHMMOCTM OT CTENeHU 3aIepKKKU
BHYTPUYTPOOHOTO pa3BUTHUSI BCe HOBOPOXICHHBIE ObLTA
pasneneHsl Ha 3 rpynmbl: -9 — 27 (34,6%) HOBOPOXK-
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JIEHHBIX C 3a/IepKKOI JTeTKoi cterenn; 2-s1 — 19 (24,4%)
HOBOPOXAEHHBIX C 3aIepXKKOI BHYTPUYTPOOHOTO pa3BU-
THS cpemHe TskecTH; 3-s1 — 32 (41%) HOBOPOKIEHHBIX
C TSDKEJION CTENeHbBIO 3aePKKM BHYTPUYTPOOHOTO pa3-
Butus. KonrpoabsHyto rpyniy (0) cocraBunu 17 3mopo-
BBIX IOHOIIIEHHBIX HOBOPOKIEHHBIX.

IMpoBeneH aHamM3 aHaMHe3a Yy MaTepeil 00CeTyeMbIX
HOBOPOXIEHHBIX. HOBOpOKIEHHBIE TIOCTYIAIN B OTHEIIEe-
HME TIATOJIOTX HOBOPOXKIEHHBIX ¥ HEIOHOIIEHHBIX JeTEi
B paHHEM HeOHaTaJbHOM Tiepuome. Y BCEX HOBOPOXK-
JIEHHBIX OILIEHWBAJIM aHTPOIIOMETPUYECKME TTOKa3aTen
TPY POKICHUM B COTMOCTABJICHUU C TeCTAIlMOHHBIM BO3-
pacToM ¢ MCIOJIb30BaHMEM LIEHTUIbHBIX Tabauil. Oo6ce-
JIOBaHVE HOBOPOXIEHHOTO BKJTIOYAJIO OLIEHKY COCTOSTHHS
TP TIOCTYTUIEHUU C YI€TOM OCOOEHHOCTEN HEBPOJIOTHYE-
CKOro ctaryca. Bce mamueHThl OBUTM OCMOTPEHBI HEBPO-
JoroM Ha 1-ii Hemene XU3HM. 1 OLIEHKM MO3rOBOTO
KPOBOTOKA MCIIOJIb30BAJIM JAOMIUIEpOrpaduio cperHeMo3-
TOBBIX apTEPHii TOJIOBHOTO MO3Ta 1 6a3abHbIX BeH Po3eH-
TaJisi, KOTOPYIO MPOBOAMIIN C TIOMOIIIBIO YIBTPa3BYKOBOTO
arnmapara Aloca-SSD-1400 (SImoHust), cHaGXKeHHOTO 0T -
IJIEPOBCKUM OJIOKOM TYJTbCUPYIOLIEH BOJIHBI ¢ MUKPO-
KOHBEKCHBIM JAaTYMKOM dactotoii 5 MI1, a Ttaxke
¢ moMmombio arnmaparta MultiDop T2 Bepcus DWL2.55a
(DWL Elektronishe System GmbH, I'epmanus).

VY Bcex HOBOPOXKIEHHBIX MPU MOCTYIJICHUW TTPOBE-
JIEHO oTpenesieHre TTyTaMUHOBOM KUCIIOTBI M apTUHIHA
B CHIBOPOTKE KPOBU METOAOM KANWJUISIPHOTO 3JIEKTPO-
(dopeza ¢ wncnosb3oBaHWEM HEMOAMGMHUIIMPOBAHHOTO
kBapueBoro kanuuisipa («Kamenb-105», «JItoM3aKe»,
Cankr-IleTepOypr, Poccust). Marepuanom mjist uccieno-
BaHUS CIIy>KMJIa Tiepreprudeckast KpOBb.

Cmamucmuueckas obpabomka danHbix. B cBa3M
C TeM, 4YTO MHOTHME OWOJOTMYEeCKHe XapaKTepUCTUKU
He TIOMYWHSIOTCSI 3aKOHY HOPMAaJbHOTO pacIipenesie-
HUSI B KayeCTBe NECKPUINTUBHBIX CTATUCTUK, Hanbo-
Jiee JacTo MCIOJIb3YeTCsl MeIraHa M MeXKBapTUIbHBIN
pa3max, HemapaMeTpuyeckuii koaddumuent [14, 15].
IMpuMeHsIM TIpoLleAypbl OMUCATEIBHON CTATUCTUKMH,
C TIOMOIIBIO KOTOPBIX OLIEHWBAJIM 3HAYEHWS] MeIUaHbI
1 MHTepKBapTUjbHOro pasmaxa [Q1; Q3]. O6paboTky
HMCXOHBIX TPU3HAKOB OCYIIECTBIISUIA C UCTIOJb30BaHEM
MaKeTOB MPUKJIaIHBIX TTporpaMm Statistica Bepcum 13.5,
EXCEL 2019, IBM SPSS 27.0.0.1. B nensix cpaBHeHUs
MEKTPYITITOBBIX Pa3TMInii UCTIONB30BAIM HelTapaMeTpu-
yeckuit kputepuit Kpackema—Yomnuca misi He3aBUCH-
MBIX BBIOOpPOK ¢ mornpaBkoit borndepponu. g Haxox-
NIeHUs pellalllnX NpaBWwI ¢ TMomollbio makera SPSS
npumensiin anroput™ TREE (#aepeBbst kinaccudpuka-
uuu). 3HaueHus KodpduureHTa KOppessiiivuu p UHTEP-
MIPETUPOBAIIA B COOTBETCTBUY CO IiKajioit Yemamoxa.

B kawectBe KoOmmyecTBeHHOW Mephl 3ddekTa
TPY CpaBHEHUM OTHOCUTENLHBIX TTOKa3aTeseil NCTOb30-
BaJIv TToKa3atesib oTHomeHus 1maHcoB (OLL), onpenensie-
MBIl KaK OTHOIIIEHHE BEPOSITHOCTH HACTYTIJICHUST COOBITHUST
B TpyIIIe, TTOIBEPTHYTOM BO3NEMCTBHUIO (haKTOpa pHUCKa,
K BEPOSITHOCTU HACTYITJIEHUST COOBITUS B KOHTPOJIBHOM

OPUINMHAJIbBHbBIE CTATbU

rpynmne, W TIoKasareidb OTHOcuTenabHOoro pucka (OP),
OTpaXkalolllnii, BO CKOJbKO pa3 PUCK McXoma TPpU Hau-
yuu (pakTopa pHUCKa BBIIIE PUCKA UCXOAa B OTCYTCTBHUE
dakropa pucka. [Tokazarens OL paccunThIBamm MCXOOs
W3 TIOJIyYeHHBIX TaOJMII CONPSDKEHHOCTH 10 (DOpMyIie.
C menpio IpoeunpoBaHMs TTOJydeHHBIX 3HadeHmit OLL
Ha TeHepaJbHYI0 COBOKYITHOCTh PACCUMTBHIBAIA TPAHULIBI
95% noseputenbHoro untepsaia (JIM). Mcxons us momy-
YEHHBIX JaHHBIX 3HAYMMOCTh B3aMOCBSI31 1cxoaa 1 (hak-
TOpa CUMTAITN TOKA3aHHOM B CITydae HaXOXICHUS TOBEPH-
TEJIBHOTO MHTepBaa 3a TpeAesiaMy TPaHMWIIbI OTCYTCTBHUSI
addexra, npuHUMaeMoii 3a equHuUIy [13—15].

Pe3ynbTathl M 06CcyxaeHue

Ipu aHanu3e ocobeHHOCTE TeueHUsI OepeMEHHOCTH
y MaTepeit HOBOPOXKIEHHbBIX JETel ¢ 3aep>KKOH BHYTPU -
YTPOOHOTO Pa3BUTHS BBISIBJICHBI BEOyIIUe MeprHATaIb-
Hble hakTophI (Tad. 1). YcTaHOBIEHO, YTO MOYTH C OJIU-
HAKOBOI 4aCTOTOI BO BCEX TPYIIax BCTpeYaaucCh TaKue
MaToOJIOTUU, KaK yrpo3a MpepbIBaHUS, KOJBITUT, SHIOME-
TPUT, BATUHUT, TOKCUKO3, HApYyIlIeHEe MAaTOYHO-TIJIalIeH-
TapHOTO KPOBOTOKA, OCTpasi pecrrpaToOpHO-BUPYCHast
nHbeKMs. YoTpedaeHue alKoroisi, KypeHUe, aHeMusl,
deroralieHTapHasi HEIOCTaTOYHOCTb, CTaTUCTUYECKU
0oJiee 3HAUMMO BCTPeYaIuCh Y HOBOPOXKIEHHBIX C TSIXKe-
JIOW CTEIeHbIO 3alepKKW BHYTPUYTPOOHOTO DPa3BUTHS
10 CPAaBHEHMUIO C IPYTMMM TPYTITIaMU TTallMeHTOB.

IlpencraBnsier MHTEpEC HaJIMYME YETKOW B3aMMO-
CBSI3W MEXIY OLIEHKOH IO IKajie Anrap Tpu poxie-
HUMU C TSDKECTBIO 3a7ePKKU BHYTPUYTPOOHOTO Pa3BUTUSI
Y HOBOPOXIEHHBIX OOCJIeNOBaHHBIX Tpyrm (Tadi. 2).
IIpu 3TOM yCTaHOBJIEHO, YTO B TPYIINE ACTEl C TSKEIOn
¢dopMoii 3a1epKKU BHYTPUYTPOOHOTO Pa3BUTHS OTMeYa-
JIUCh HanboJiee HU3KKE ee OLIEHKM TI0 1Kajie Arrap.

Ilpn olieHKe KIMHUYECKUX TaHHBIX Ha |-M Mecsie
y BCexX JieTell BbISIBJIEHa TpyIina MpU3HaKoB (OJIETHOCTh
U UKTEPUYHOCTb KOXHU, «MPaMOPHBII» PUCYHOK KOXMU,
ONIbIIIIKA, CUCTOJIMYECKUI IIIyM B CEpMle, CIUIEHOMeTra-
JISL, TeTaTOMeTalIvsl), 4acToTa KOTOPBIX B TPYIMax He pas3-
smyanach (tabn. 3). B To ke Bpemst KiiMHWYecKas KapThHa
3a20071€BaHUsI MMeJIa OCOOEHHOCTb, XapaKTEPHYIO TOJIbKO
JUTSI HOBOPOXK/IEHHBIX C TSDKEJION CTETIEHBIO 3aIEP>KKU BHY-
TPUYTPOOHOTO pa3BUTHSI. Y HUX JIOCTOBEPHO dYallle, 4em
Y HOBOPOXKIIEHHBIX C JIETKOW W CPEMHETSIKENION CTeIeHbIO
3a[IepP>KKU BHYTPUYTPOOHOTO Pa3BUTHSI, BCTpeUasiCsl TaKOM
CHUMIITOM, KaK CHVDKEHHBIN Typrop Koxu (p<0,0003).

Ilpu olieHKe HEBPOJIOTUYECKOTO CTaTyca B paHHEM
HEoHaTaJbHOM TEPUO/Ie TUIEPTOHYC MBbIIIL KOHEUYHO-
CTeil M CUHIPOM BO30YXIEHUsI Y HOBOPOXIEHHBIX -
U 2-1i TPYIIN BBISIBJISUIUCH 3HAYUTEBHO Yallle, YeM B 3-i
rpy1ire, B KOTOPO# JaHHBIN CUMIITOM HE 3aperucTpupo-
BaH (TabJ1. 4). C BBICOKOI1 YaCTOTOI OTMEUaNOCh BbISIBIIE-
Hue (GJIEKCOPHOI MO3bl Y HOBOPOXIAEHHBIX |- TPYIITbI
0 CpaBHEHMIO ¢ IMMauueHTaMu 3-¥ rpynmbl. K ocobeH-
HOCTSIM HEBPOJIOTMYECKOI CUMITTOMATUKN HOBOPOX/IEH-
HBIX C TSIKEJIOW CTETMEeHbIO0 33aJepXKKU BHYTPUYTPOOHOTO
pa3BUTHS, TOCTOBEPHO OTJIMYABIIAM UX OT HOBOPOXKIEH-
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Tabauya 1. OcodeHHOCTH TeyeHUs1 DepeMEHHOCTH M POJIOB Y MaTepeii HOBOPOK/IEHHBIX C 3a/1€PIKKOil BHYTPUYTPOOHOTO pa3BUTHS
Table 1. Features of the course of pregnancy and childbirth in mothers of newborns with a delay of intrauterine development

ey 1-(;; ;pgl;;m l-S(lnIl)ly;';l'la 3-(;; ri)gg;la P, s .
HepasBuBarormasicss 6epeMEHHOCTh 4 3 2 0,627 0,257 0,262
ManoBonne 3 2 4 0,667 0,597 0,604
MHorosoaue 4 3 1 0,620 0,128 0,124
VYrpo3sa npepbiBaHUs 20 8 16 0,03 0,052 0,400
derormnaneHTapHasg HeTOCTATOYHOCTh 12 6 20 0,216 0,130 0,032
AHemust 0 9 22 0,052 0,0000007 0,112
[TpexneBpeMeHHOE CO3pEeBaHME TUIALIEHTBI 3 0 4 0,440 0,597 0,079
KecapeBo ceuenune 8 6 12 0,57 0,360 0,453
IMuenonedpur 0 3 0,064 0,040 0,400
DHIOMETPUT 3 2 0,667 0,330 0,360
AIHEKCUT 1 0 1 0,587 0,710 0,627
Barunut 5 1 3 0,195 0,260 0,520
Konpmur 10 10 17 0,227 0,260 0,600
BpenHbie TpUBBIYKY OTIIA 15 9 20 0,402 0,331 0,223
Kypenue matepu 8 3 13 0,234 0,273 0,050
YnoTpebsieHre ajKoroJisi MaTepbio 3 0 9 0,193 0,097 0,007
XPOHUYECKUI TOH3UILJIUT 1 3 0 0,184 0,458 0,047
CaxapHbIit 11abeT 2 0 1 0,333 0,453 0,628
I'ecranoHHbBIN qUabeT 2 1 1 0,333 0,453 0,610
Koarynonatus 1 1 3 0,587 0,373 0,521
Tokcuko3 5 6 8 0,250 0,390 0,422
Tecro3 1 1 4 0,661 0,234 0,377
HapyiiieHue MaTo4HO-M1alIeHTAPHOTO KPOBOTOKA 6 3 9 0,441 0,415 0,258
OcTtpas pecnupaTOpHO-BUPYCHAsT MHMEKLINS 3 6 6 0,090 0,330 0,239
HMHbek1ys yporeHuTeJIbHOTO TpaKTa 0 1 3 0,422 0,153 0,521
[MpexneBpeMeHHOE U3IUTHE OKOJIOTLIOAHBIX BOI 2 1 4 0,632 0,421 0,376
CnabocTb poa0BOI IESITETLHOCTU 0 1 1 0,413 0,542 0,610
CrpeMUTeNIbHbIE PO 0 0 1 1,0 0,542 0,627

HBIX C JIETKOW M CPETHETSIKENON CTEeNeHbIO 3alepiKKU,
cJelyeT OTHECTU TUITOTOHWIO MBIIII, CHUXXEHUE CYXO-
KUJBHBIX  pedJIeKCOB, BBISIBICHHE CJaboi peakiuu
Ha CBET M 3BYK, CHIDKEHHE DPe(IeKCOB OpaTbHO-CITH-
HaJIbHBIX aBTOMAaTU3MOB, CUHIPOM YITHETEHMUSI.

B cBs13u ¢ Tem, 4TO abCOIOTHOE OOTBITMHCTBO ACTei
BO BCeX TpymIax MMeNIW TMepuHaTalbHOe TUIOKCHUYe-
cku-umemndeckoe nopaxkenme I[HC, Obu1 mpoBeneH
aHaM3 IlepedpasbHO TeMOIMHAMUKU, OLIEHWBAaeMOW
MO0 MHAEKCY PE3VCTEHTHOCTH B CPeIHE MO3TOBOIi apTe-
pUM U CHUCTOJIUYECKON JIMHEMHOM CKOpPOCTU KpPOBO-
Toka B OazanbHOI BeHe PoseHrans (tabmn. 5). CornmacHo
pe3yibTaTaM  TpaHCKpaHWAJIbHOW  mormruieporpaduun
HapylIeHre MO3rOBOr0 KPOBOTOKA B TOM MJIM MHOM CTe-
MeHU BBISIBJIEHO BO BCEX IpymIiax 00CIeT0BaHHBIX IETel,
CTATUCTUYECKU 3HAYMMO OTIWYAsICh OT 3HAYEHUI KOH-
TPOJILHOM IPYIITEl HOBOPOXKIEHHBIX.

VY nereit vccienyeMbIX TPYIIT CTATUCTUYECKU 3HAUM -
MBIX MEXTPYIIOBBIX U3MEHEHUI MoKa3aTessl WHaeKca
PE3UCTEHTHOCTU B TIPAaBOM CpPEIHEMO3rOBOW apre-
pUM IO Mepe HapacTaHUsl TUIOTPO(UU HEe BBISIBJICHO.
B 1O ke Bpems MHAEKC PEe3UCTEeHTHOCTU B CPEIHEMO3-
TOBOI apTepuUM 3HAYUTEJILHO MPEBbIIIA] KOHTPOJIbHbBIC
3HAUYEHUsI. DTO CBUIETEJbCTBYET O CHUKEHUM WHTEH-
CUBHOCTM KPOBOTOKa Ha (DOHE MOBBILICHUSI MapamMe-
TPOB MepudepUIecKoro COCyaucToro COnpoTUBICHUS,
YTO MOXET TPUBOIUTh K BO3HWKHOBEHMIO WIIEMUM
MEPUBEHTPUKYJISIPHBIX 30H.

YpoBHM IIyTaMUHOBOW KMUCJIOTHI W apruHUHA
B CBIBOPOTKE KPOBM MEXIYy TpPYyMIaMu, BbISIBIECH-
HBIC B XONIE WCCJIEMOBaHUS, TPEACTaBIeHB B Tabi. ©.
Ilpu Ttskenoii cremeHU 3anepXKW BHYTPUYTPOOHOTO
pa3BUTHUS COjepXaHUE apTMHUHA B CHIBOPOTKE KPOBU
OBbUIO CTATUCTUYECKU 3HAYMMO BBIIIE, YeM TIPU CpeTHe-
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Tabauya 2. Onenka no mkaje Anrap Ha 1-ii MUHyTe Y HOBOPOKIIEHHBIX C 32/1€PKKOii BHYTPHYTPOGHOTO PA3BHTHS
Table 2. Apgar score at 1 minute in newborns with intrauterine growth retardation

OneHka 1o mKaie 1-5 rpynna 1-1 rpynna 3-4 rpynna
Anrap, Gabi (n=27) (n=19) (n=32) P Pis Py
7-9 26 17 6 0,367 0,0000001 0,0000008
4-6 1 2 24 0,368 0,0000001 0,000002
Menee 4 0 0 2 1,0 0,289 0,389

Tabauya 3. Yueao ciiyyaes pa3BUTHSA KIMHAYECKAX CUMIITOMOB Y JI€Teli ¢ 3a1ePKKOil BHYTPUYTPOOHOTO PA3BUTHS HA MIEPBOM
MecsiIe KU3HH
Table 3. Frequency of clinical symptoms in children with intrauterine growth retardation in the first month of life

ITapamerp l-z;pg?)n A l-znlrly 911)na 3-&2);’;;1 . P, P s D5
baegHocTh KoXu 7 4 14 0,492 0,124 0,279
«MpaMOpHBIi» PUCYHOK KOXU 15 9 22 0,402 0,29 0,11
MKTeprnuHOCTb KOXU 10 10 9 0,227 0,326 0,074
CHIKEHHBII Typrop KOXu 5 8 21 0,078 0,0003 0,089
OppIIKa 2 2 4 0,551 0,421 0,604
CHCTOIMYECKUIA IITYM B CepLIe 3 3 2 0,484 0,418 0,262
CrieHoMeranus 2 0 1 0,339 0,645 0,627
I'emaromeranus 1 1 2 0,660 0,565 0,697

Tabauya 4. Yncno ciryyaeB BbIsIBI€HHS] OCHOBHBIX HEBPOJIOTHYECKHUX CHMIITOMOB ¥ CHHAPOMOB Ha 1-M Mecsiiie ;KU3HH Y HOBOPOXK-
JEHHBIX C 32/1ePIKKOil BHYTPUYTPOOHOTO PA3BUTHS
Table 4. Frequency of the main neurological symptoms and syndromes in children with intrauterine growth retardation

in the first month of life
apawerp S bhan Snp ’os ’s
HeiiporenHast KpuBoiies 5 2 5 0,380 0,518 0,475
MpbiiieyHast IMCTOHUS 12 8 17 0,558 0,345 0,319
T'MnepToHyC MBIIIIII 7 4 0 0,492 0,0026 0,016
I'MIIOTOHYC MBIIIIII 6 24 0,462 0,00019 0,0029
TpeMop KOHEYHOCTE I 3 6 0,440 0,517 0,553
CHIXEHUE CyXOXXMITbHBIX pedIIeKCcoB. 6 24 0,353 0,000058 0,0029
drekcopHas mosa 14 6 6 0,144 0,0079 0,239
Crnabast peakliysi Ha CBET U 3BYK 7 24 0,225 0,000058 0,008
Hucrarm 2 3 6 0,260 0,189 0,553
S}I;g};{(:g;:M%f;qmeKCOB OpPAIbHO-CITUHAJIbHBIX 7 7 24 0.319 0.00018 0,008
CUHAPOM MUPAMUIHON HETOCTATOYHOCTHA 0 3 1,0 0,152 0,238
CuHIpPOM BO30YKIEHUS 5 1 0,507 0,030 0,021
CHUHIPOM YTHETEHUS 6 22 0,570 0,0029 0,011
BereTo-BucliepajbHblii CHHIPOM 15 8 23 0,275 0,151 0,036

TSIKEJION U JIETKOMW CTETIeHsIX, Y 00CcIeI0BaHHBIX HOBO-
poxnaeHHbIX. [1py 3TOM pa3anunsi ¢ KOHTPOJIBLHOM TPyT-
MMO# OBbLUIM CTATUCTUYECKHN 3HAUYMMBIMU.

[loBbIlIeHUE apTMHUHA Y HOBOPOXKIEHHBIX C TSKe-
JIO CTEreHbI0 3aJepXXKU BHYTPUYTPOOHOTO DPA3BUTHUS
C YYETOM BBISIBIEHHBIX M3MEHEHMI CKOPOCTH BEHO3-
HOTO OTTOKa IO TpaBoil BeHe PoseHTasst mpu morruie-

porpadur MOXHO OOBSICHUTBH €r0 BIUSTHUEM KaK TIpe.-
IIECTBEHHUKA OKCHIA a30Ta Ha TMOBBIIIEHNE KPOBOTOKA
Ha YPOBHE MUKPOCOCYIUCTOTO pyciia B yCJTOBUSIX TUITOK-
CHM TIPU 3aJePKKE BHYTPUYTPOOHOTO Pa3BUTHSI.
ConepxaHue TTyTaMUHOBOM KUCIOTHI BO BCEX TPYII-
Mmax OBUTO BBIIIE, YeM B KOHTPOJIbHOM. [Tpn 3TOM cambie
BBICOKHE €€ YPOBHM 3aperMCTPUPOBAHBI B TPYITIIe HOBO-
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POXIEHHBIX C JIETKOW CTEeTICHBIO 3alepXKU BHYTPU-
YTPOOHOTO pa3BUTHSI.

V 24 (75%) HOBOPOXAEHHBIX 3-i1 TPYMIbl K KOHILY
HEOHATaJbHOTO MepUoaa COXpaHsIach TsiKesasi CTeNeHb
3a7epKK BHYTPUYTPOOHOTO pa3BuTusi. C IeNblo COBep-
IIIEHCTBOBAHMS OKa3aHMS METUIIMHCKON TTOMOIITY HOBO-
POXIEHHBIM C 3a7ePXKOW BHYTPUYTPOOHOTO pPa3BUTHS
HaMHM TIpeUTOXKEeHa MOIENIb TIPOTHO3UPOBAHUSI COXpaHe-
HUS 3a[IePKKU Pa3BUTHUS TSDKEIOW CTETIEHW Y HOBOPOXK-
NMEHHBIX K KOHIy HeOHaTaJbHOTO Tiepuonma. [IpoBeneH
CPaBHUTEIBHBIN aHAIN3 BIUSHUS Ha Pa3BUTHE TSKEIION
CTeTICHU 3a[epKKW BHYTPUYTPOOHOTO Pa3BUTHS Y HOBO-
POXIEHHBIX M3YJaeMBIX B COBOKYITHOCTH OMOXUMUYE-
CKUX TIapaMeTPOB, a UMEHHO TJTIOTAMUHOBOW KHWCIIOTHI
1 apTUHWHA, KOTOPBIE PACCMaTPUBAIOTCS KaK HE3aBUCH-
MBbIe TIepeMeHHbIe. BaskHOCTD BIMSTHUS YKa3aHHBIX He3a-
BUCHMBIX TIEPEMEHHBIX y TaHHOTO KOHTWHTEHTa HOBO-
poxxneHHbIX coctaBuia 100 u 39,4% COOTBETCTBEHHO.
C TIOMOTIIBIO METONA «IIePEeBbsI KIaCCUMDUKAIIN» TTOTY-
YeHBI CUCTEMBI HEPaBEHCTB, IOCIENOBATEIbHOE TIPU-
MEHEHHME KOTOPBIX ITO3BOJISICT BBINEJUTH W3 BXOIHOTO
TTOTOKAa OOJBHBIX TOJBKO HOBOPOXICHHBIX C TSKEIOMN
CTETICHBIO 3aIePXXKW BHYTPUYTPOOHOTO DPa3BUTHS. DTO
TTAJI0 BOBMOXHOCThH C(HOPMYINPOBATH IMATHOCTUIECKOE
TpaBWIIO: «B ciTyyae BBITIOTHEHUST OTHOTO U3 CIETYIONITNX
HEPaBEeHCTB:

ecmn 8,95 wmxr/mn <
<9,15 MKT/™MI

WIW ecIi TIyTaMUHOBas Kuciora >11,61 MKr/mi
u apruHuH <1,515 MKkr/mi1,

Wi ecid TiayTamMuHoBast kKuciota >38,50 MKr/mi
U apruHUH >1,97 MKr/MII,

TO TIPOTHO3WPYEM COXpaHEHUE TSIKEJON CTermeHn
3a7epKK BHYTPUYTPOOHOTO Pa3BUTUSI K KOHITYy HEOHa-

TJIyTaMMUHOBaAs  KUCJIOTa

TaJbHOTO Tieprona (J4yBCTBUTEIbHOCTL 78,8%; crenu-
duaHOCTL 87,4%)».

Bce n3iokeHHOE MO3BOJISIET CleIaTh BBIBOM, YTO HAM-
0ojice 9yacTO BCTpeyvalolleicss TaToJIoThel y matepeit
HOBOPOXIEHHBIX C TSKEJIOM CTETEHbIO 3aIePXKKKM BHY-
TPUYTPOOHOTO PA3BUTUS SIBIISUITNCH aHEMUS U (peTorria-
LIEeHTapHas HeIOCTAaTOYHOCTh. HeoHaTalbHBIN TMepuos
y GOJIBITMHCTBA HOBOPOXIEHHBIX C 3aIePXKKOW BHYTpPH-
YTPOOHOTO Ppa3BUTHSI TSIKEJIOM CTEMEeHW XapaKTepu30-
BaJics COXpaHeHWEM HU3KOW Macchl Tejla, HapylleHUeM
afganTalyy, HaTMIueM COYeTaHHOM MaTOJI0TUH, U3 KOTO-
poii Hamboyiee 4YACTO BCTPEYANOCh TepUHATAIBHOE
TUTNOKCHYeCcKN-neMudeckoe mopaxkenue [LTHC.

TTonyyeHHBIE HAMU Pe3yJIbTaThl COTIACYIOTCS C JTaH-
HBIMU, TPEACTABJIEHHBIMU B APYTUX MCCIIEIOBAHUIX,
YKa3bIBAIOIIMMK Ha CBSI3b 3aIePKKU BHYTPUYTPOOHOTO
pa3BUTHS, B TOM 4YHCJIe Ha (pOHE LIUTOMETATOBUPYCHOM
WHOEKINN, ¢ HaJTUIMEeM XPOHMUYECKON TUTalleHTapHOM
HEIOCTaTOYHOCTH, TIPU KOTOPOIA TIIalleHTa He B COCTOSI-
HUW aIeKBaTHO YAOBIETBOPUTH MOTPEOHOCTH PACTYIIIETO
TUIoAa B KMCJIOPOJE U MUTATeIbHbIX BelecTBax [16—18].

B manHOM WccIemoBaHUU TOKA3aHO CTATUCTUYECKU
3HAYMMOE YBEJWYeHWE CKOPOCTH BEHO3HOTO OTTOKA
MpU JOMIIIEpOrpaduIecKoM HMCCIeIOBAaHUM TOJOBHOTO
MO3Ta Y HOBOPOXKIEHHBIX C 3aIePXKKOM BHYTPUYTPOOHOTO
paszButus. CorocTaBlieHHe KIMHUYECKOTO COCTOSTHUS
HOBOPOXIEHHBIX, TMOJYYEHHBIX IOMIIIeporpapuIecKnx
JAHHBIX C BBIPAKEHHOCTHIO BBISIBIEHHBIX MeTaboJ -
YeCKUX M3MEHEHU B BUIE CTATUCTUUYECKU 3HAYMMOTO
MOBBIIIEHNUST COAEpPXKAHUS apTMHWUHA W TJYTaMUHOBOM
KHCJIOTHI B CHIBOPOTKE KPOBU MOATBEPAMIIO UX B3aUMOC-
Bs13b. BeigBnennas 100%-s craTuctuueckasi 3HaYMMOCTh
YPOBHSI TJIIOTAMWUHOBOI KHUCJIOTHI B TIPOTHO3€ COXpaHe-
HUSI TSOKEJIOM CTETTeHU 3aep>KKU BHYTPUYTPOOHOTO pa3-

Tabauya 5. IlapameTpsl Aonmieporpadun y HOBOPOXKIEHHBIX C PA3HON CTENEHbIO 3a/1€PKKOil BHYTPHYTPOOHOTO PA3BUTHS
Table 5. Doppler parameters in newborns with intrauterine growth retardation

MeKrpynnosbie pasiudus

1-s rpynna 1-s rpynna 3-arpymia  KonTposibHas .
T (n=27) (n=19) G otk r"%‘;::}iﬁ'f;‘:ﬂﬁ‘lf;‘;e"““
CKOpOCTH BEHO3HOTO OTTOKA 16,00* 16,00* 17,00* 8,0 0.039
o npaBoit BeHe Poszenrans, cm/c  [15,00; 17,00] [10,0; 17,00] [16,0; 18,0] [7,0;9,0] >
MHmekc pe3sucTeHTHOCTH B IIpa- 0,78* 0,78* 0,78* 0,66 0.424
BOIi CPETHEMO3rOBOI apTeprun [0,77;0,79] [0,77;0,78] [0,77;0,78] [0,66; 0,67] >

IIpumeuanue. lanuble ipencTaBieHbl B Bune: menrana [Q1; Q3]. * — pazmiuus Mexmy rpynmamMu 00JIbHBIX U KOHTPOJIBHOU IPYITION CTaTUCTU-

yecku 3HaUMMBI (p<0,0001).

Tabauya 6. YpoBHA APTHHUHA U IJIyTAMHHOBOI KHCJIOTHI Y HOBOPOXKIEHHbIX C 33/1€PXKKOil BHYTPUYTPOOHOTO Pa3BUTHS
Table 6. Indicators of arginine and glutamic acid in newborns with intrauterine growth retardation

BuoxumMuyeckuit 1-5 rpynna 1-s rpynna 3-4 rpynna KouTtposibHas
TOKA3aTeNh, MKI/MIT (n=27) (n=19) (n=32) rpynna (n=17) Pra Pios Prs
3,22* 1,93* 4,40* 3,80
APTHHHH [2,29:13,38]  [1,93;9,09]  [4,40;9,68]  [3,49; 6,65] LY Liss Gz
29,51* 12,91* 9,05* 7,68
[yTaMuHOBas KNCIOTA 151 04735 03] [12,70: 19,97]  [9,05:27,41]  [7.04: 9,05] L L= 00

Ilpumeuanue. laHHbIE TIpeICTaBICHbI B BUIe: MenuaHa [Q1; Q3]. * — paznuuust MexXay rpyrnnaMu O0JIbHbIX M KOHTPOJIBHOM TPYIIOii CTaT -

cruyecku 3HauuMslI (p<0,003).
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BUTHSI Yy HOBOPOXIIEHHBIX K KOHILY HEOHATaJIbHOTO TTepU-
o/1a OOBSICHSIETCSI BaXXHOUW POJIbIO 3TOM aMUHOKUCIIOThI
KaK BSHEepreTMYeckoro cyocTpaTa B HEpPBHBIX KJIETKax
3a CYET y4yacTHsl B MPOLECCaX OKUCIUTETbHOTO Je3aMU-
HUPOBaHUsI, UMMYHHBIX peakiusx [11].

3aknovyeHue

Benymumu ¢akropamu B (pOpMUPOBAHUM TSIKETOM
CTEeIeHU 3aepKK1U BHYTPUYTPOOHOTO pa3BUTUSI Y HOBO-
POXIEHHBIX CIYXWUJIU TaKWe OCJIOXHEHUs TecTalluu,
Kak aHeMus 1 ¢eTorialeHTapHasi HeI0CTaTOYHOCTb.

YcTaHOBNIEHO, UTO Y HOBOPOXAECHHBIX C 3alepXK-
KO BHYTPMYTPOOHOTO Pa3BUTUSI TOCTOBEPHO YBEIWYECH
BEHO3HBIII KPOBOTOK 1O MpaBoii BeHe Po3eHTasst B 3aBU-
CUMOCTH OT CTETEeHU TSKECTH 3a/IePKKHU.
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OPUINMHAJIbBHbBIE CTATbU

BroisgiBieHa B BBICIIEH CTEIeHW HOCTOBEpHAas B3au-
MOCBSI3b MEXXy Pa3BUTHEM TSKEIOU 3a1ePKKU BHYTPUY -
TpOOHOTO Pa3BUTHUS U YPOBHEM aprMHUHA U TIIyTaAMUHO-
BOI KHCJIOTBI B CBIBOPOTKE KPOBU Y HOBOPOKIECHHBIX.

IIpennoxxeHHbIE IMATHOCTUYECKWE IIPAaBWIa MOXKHO
CYNTATh CKPUHUHTOBBIMM MapKepaMM IIPOTHO3a COXpaHe-
HUSI TSDKEJION CTETIeH! 3a7ep>KKI BHYTPUYTPOOHOTO pa3BH-
THSI K KOHIIy HEOHATaJIbHOTO MepHoa, YTO JIejaeT BO3MOXK-
HBIM CBOE€BpEMEHHOE HAavaJIo CrieuIIeCcKoil Teparmmn.

IIpnu cpaBHUTETBHOM aHa/IM3e BIMSHUS Ha IPOTHO3
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OPUINMHAJIbBHbBIE CTATbU

3HaveHue (hyHKIMOHAILHOTO AHAIM3A (DArOUMTOB /1,151 TMATHOCTUKH HEOHATAILHOTO CEencuca

HU.B. Obpazyos’, 10.B. Kuprosa'?, E.B. Yepnukosa', A.U. Kpanusxun', O.10. bpynosa’,
A.T. Abopaucosa’, H.B. Jlasvidosa’

TBY3 «[leTckas ropoackas knmHudeckas 6onbHuua N29 nm. IH. CnepaHckoro» J3M, Mocksa, Poccus;
2PrA0Y BO «Poccuiickunii HaumoHanbHbI nccneaoBaTeNibCknii MeanUMHCKnin yHusepcuteT um. H.U. MNMuporosa»
Mwunspgpasa Poccun, Mocksa, Poccus

Feasibility of phagocytes functional testing in neonatal sepsis diagnostics

LV. Obraztsov', Yu.V. Zhirkova®?, E.V. Chernikova', A.1. Krapivkin', O.Yu. Brunova’,
A.T. Abdraisova’, N.V. Davydova’

'Speranskiy City Children Hospital, Moscow, Russia;
2Pirogov Russian National Research Medical University, Moscow, Russia

IIpodnema cencuca HOBOPOXKIEHHBIX NO-NPeKHEMY AKTYAJIbHA LIS 3ApaBooxpaHenusi Poccuu u 3apy0eKHbIX CTPaH B CBSA3H € BBICOKOI
JIeTATbHOCTDIO 1 pehpakTepHOCTHIO K Tepanuu. ['eHepamn3anms uHgeKmn y HOBOPOKIEHHBIX Peau3yeTcs 3a CUeT pa3BuTus aedummra
BPO2K/IEHHOr0 MMMYHHTETA, NPOSIBIISIIOIIEr0Cs, B YACTHOCTH, HAPYIIEHHEM AKTMBHOCTH HeHTPO(UIOB U MOHOIMTOB. B HacTosinee Bpems
B MOBCE/IHEBHYIO MPAKTHKY AMATHOCTUKH HEOHATAJILHOTO CENCHCA He BHePeHbI MeTObl (DYHKIMOHAILHOTO TeCTUPOBAHNUS (harouuToB.
Lenp uccienosanus. V3yyenne BO3MOXKHOCTH HA OCHOBAHHHU OLIEHKH colepxKaHus 6nomapkepos cencuca (C-peakTuBHblii 0eJ10K,
npoKajJbuuToHuH, jJakrar, CD64, CD16, HLA-DR) muddepenuuposats natorene3 opraHuoil IMC(HYHKIUM Y HOBOPOXKIEHHBIX
B OT/€JIEHNH PEAHNMAIMH W UHTEHCUBHOM Tepanuu.

Marepuansi 1 MeToabl. OneHUIN NOBEPXHOCTHYIO 3Kcnpeccuio HeiitpodunoB CD64 u CD16 u monouuro HLA-DR y HOBOpOXK-
JIeHHBIX NMAIMEHTOB C TeYEHHEM CellCHCa WM TsKeJoi acuKcHeil B Ipynnax, XapakTepu3ylomuXcsi pa3inyHbIM reHe30M M0JHop-
TAHHOI{ HEJOCTATOYHOCTH — CENCUC, ACUKCHS, COYETAHHBII, 2 TAKXKE PA3TUYHBIM UCXOJOM FOCIUTAIU3ALMH B OT/eJEHHE PeaHH-
MAaluKM ¥ UHTEHCUBHO#M Tepanuu — BbDKMBIIMX M YMEPIIUX.

Pesynbratsl. [Toka3ano nocroseproe yBennyenue skcnpeccud CD64 neiirpodmnavu u camkenue saxkenpeccud HLA-DR monounu-
TaMH NPU UH(PEKIMOHHOM U COYETAHHOM reHe3e MOJIMOPTaHHOI HeI0CTATOYHOCTH N0 CPABHEHMIO € TSKeJoii acuKcueil; ymepiue
NMANMEHThI XapaKTePH30BaIMCh CHIDKeHHOU aKkcnpeccueii CD16.

3akioyenne. BolsiBlieHHbIE 3aKOHOMEPHOCTH MOTYT JieYb B OCHOBY COYETAHHOIO HCIO/Ib30BAHNU NPeIaraeMpiX noKa3areei GpyHk-
IMOHAJIBHOH AKTUBHOCTH (harouuTOB BMeCTe C KOHBEHIMOHAJIbHBIMUH OMOMAapKepaMu C LeJIbI0 NMOBBIMIEHUS WX MPOTHOCTHYECKUX
U NPEIMKTHUBHBIX CIIOCOOHOCTEIH.

Karoueevte caosa: Hosopodcdennvie, cencuc, Heimpogunvt, monoyumst, CD16, CD64, HLA-DR.

Ans untuposanms: O6pasLos U.B., Xupkosa 0.B., Yeprukosa E.B., KpanuskuH A.W., BpyHosa O.10., Abapancosa A.T., HaBbinoBa H.B.
3HaueHne PyHKLUMOHAa/IbHOro aHam3a arounToB A4J1s1 AMarHoCTUKY HeoHarasbHoro cerncuvca. Poc BectH nepuHaron v neguatp 2023; 68:(1):
24-29. DOI: 10.21508/1027-4065-2023-68—-1-24-29

Neonatal sepsis is a problem still relevant for healthcare in Russia and worldwide due to high mortality and resistance to treatment.
Generalization of infection in newborns occurs because of innate immunity deficiency that particularly leads to neutrophil and mono-
cyte malfunction. Nowadays clinical practice of neonatal sepsis diagnostics does not include phagocytes functional testing.

Purpose. The study aims at evaluating the ability of sepsis biomarkers (CRP, PCT, lactate, CD64, CD16, HLA-DR) to differentiate
the pathogenesis of organ dysfunction in newborns in the ICU setting.

Material and methods. We assessed the surface expression of neutrophil CD64 and CD16, as well as monocytic HLA-DR in newborn
ICU patients with different genesis of multiple organ failure — sepsis, asphyxia and combined; as well as different outcomes of hospi-
talization in the ICU — survivors and deaths.

Results. We have shown a significant increase in the neutrophil CD64 expression and a decrease in the monocytic HLA-DR in infec-
tious and combined genesis of multiple organ failure compared with severe asphyxia; deaths were associated with reduced expression
of neutrophil CD16.

Conclusion. Our data could substantiate combined use of the phagocytes functional testing indicators together with conventional
sepsis biomarkers in order to increase their prognostic and predictive value.

Key words: newborns, sepsis, neutrophils, monocytes, CD16, CD64, HLA-DR.

For citation: Obraztsov I.V., Zhirkova Yu.V., Chernikova E.V., Krapivkin A.l., Brunova O.Yu., Abdraisova A.T., Davydova N.V. Feasibility of phago-
cytes functional assay in neonatal sepsis diagnostics. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 24-29 (in Russ.). DOI: 10.21508/1027-4065-
2023-68-1-24-29

3yeTcsl BBICOKOW JIETAJIbHOCThIO, KOTOpasi MpU paHHEM

Comacr—ro COBPEMEHHBIM TIPEICTABIICHUSIM CETICHC
pa3BuThu MoxeT pocturatb 40%, pu nozaHeM — 20%.

OIIPEACIIACTCA KakK yrpoxaromas >XKM3HU OpraHHasi

HEIOCTAaTOYHOCTh, BbI3BaHHAas AUCPEryISLMEil MMMYH-
Horo otBeta Ha wmHbekumio [1]. Cercuc, pa3BuBao-
muiicss B TedeHue mepBbix 30 MHEM XMU3HMU, HA3bIBAIOT
HeoHaTaJbHbIM. 3a00J€Ba€MOCTh HEOHATaJbHBIM CeIl-
cucom coctasister 0,5—8,0%o. 3aboneBaHNe XapaKTepy-

K daxkropaMm pucka pa3BUTHSI CEricMca OTHOCSITCS HM3-
Kasi Macca TMpu POXIEHUN, HU3KKWE OLIEHKU TI0 IIIKaJe
Arirap, MaTepUHCKUI XOPMOAMHUOHUT U KOJOHU3ALIUSI
cTpentokokkamu rpynmsl B [2]. JlnarHocTtuka cencuca
Y HOBOPOXIEHHBIX CJIOXKHA M3-3a HeCHelu(pUIHOCTU
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O6pasuyosé H.B. u coasm. 3HaueHne HYHKIMOHATBHOTO aHaIM3a (haroluToB ISl IMaTHOCTUKY HEOHATAJIbHOTO Cencuca

KIMHUYECKUX TIPOSIBICHUI: TIOMUMO TeMIIepaTypHO
HEeCTaOMJIbHOCTH, TeMOAWHAMUYECKUX  HapyIIeHU
M M3MEHEHUST CO3HaHUs, 3a00jeBaHNe Ha paHHUX dTa-
IMax MOXET TPOSIBIIATECS TOJBKO W3MEHEHMSIMMU JTbIXa-
HUSI, TiepudepudecKoil IUPKYJISIUUA VI TTOBEACHUS
HoBopoxaeHHOTO [3]. B cBsi3u ¢ aTMM J11000€ TI003pe-
HHUE Ha pa3BUTHE Cericuca Y HOBOPOXIECHHOTO TpeOyeT
BBITIOJTHEHMST Pa3BEPHYTOro JIabopaTOpHOTO 00CIeno-
BaHUs, BKJIOYAIOIIETO OLIEHKY (OpMYJbI KPOBU, BOC-
MaJTUTETbHBIX OMOMAapKepoB, TaKUX Kak C-peaKTUBHBIN
6eJIOK W TIPOKAJTBbIIMTOHWH, a TaKXkKe OaKTepUOJOTHYE-
CKUe WCCIeAOBaHUs KPOBU, MOYHU, CITMHHOMO3TOBOW
SKUIKOCTU M IPYTUX CPel MO MoKa3aHusM. JIuarHocTu-
yecKasi TOYHOCTh KOHBEHIIMOHAJIBHBIX J1ab0opaTOpHBIX
MapKepoB HEOHATaJbHOTO CETcrca BBICOKA U COCTaB-
sgeT B cpenHeM okojio 90% [4]. Tem He MeHee CJIOXKHasK
MOCJIeI0BATEIBHOCTD TOSIBJICHUSI GMOMapKepoB B OTBET
Ha pa3BUTHE MHMEKIINN, a TAaKKe WHINBUIYaTbHbBIE 0CO-
GEHHOCTH UMMYHHOTO pearipoBaHMsI OpraHu3Ma HOBO-
POXIEHHOTO MOTYT CTaTh WCTOYHWUKOM JIUATHOCTHYE-
CKUX OINMOOK TIPU paHHEM BBISIBICHUM CETTUYECKOTO
npoitecca [5]. IToaToMy He TepsIoT aKTyaJIbHOCTh TTOMCK
U BHEIpEeHUE B MPAKTUKY HOBBIX OMOMapKepoB HEOHa-
TaJBLHOTO CeTicuca.

IMpenioxeHo O6OJBIIOE KOJWYECTBO TMEPCITEKTUB-
HBIX OMOMapKepoOB cercruca HOBOPOXIEHHBIX. K HUM
OTHOCSITCSI, B YaCTHOCTH, LIMTOKWHBI W XEMOKWHBI:
unTepaeiikunbl (MJT) 6, 8 m 10, RANTES u ap.; Moe-
kynbl aare3uun (STREM-1), chiBOpoTOUYHBIN amuyiona A
U rernuuauH [6—12].

Ocoboe BHUMaHMe WCCliemoBaTeel  3aciIyKuia
olleHKa (DYHKIIMOHATbHOM aKTUBHOCTH (harolUTOB B KOH-
TEeKCTe paHHel auarHocTuku cericuca. Cucrema caro-
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HUTOB (B MEPBYIO ovepenb HEUTPO(DUIOB U MOHOILIMTOB)
OJIHa M3 MePBbIX pearupyer Ha MUHUMAaJIbHbIE U3MEHEHUST
TroMeocTa3a IO BO3IeMCTBMEM WH(MEKIMOHHBIX arcH-
TOB U Apyrux noBpexnarommx daxropos [13]. INpomecc
¢haronmTo3a ycuauBaeTcsl 0aronapsi CBSI3bIBAHUIO TMaTO-
TeHOB B UMMYHHBIE KOMITIEKCHI ¢ MMMYHOTJIOOYJTMHOM
G (IgG) n akTuBamu ¢arouToB Yepe3 peuenropsl IgG
Ha TIOBEPXHOCTH KJIETOYHON MeMOpaHbl. BrimeneHue
MPOBOCITAJIUTEbHBIX IIUTOKWMHOB, TaKUX KaK WHTepde-
poH-TaMMa, anb(da-dakTop Hekposza omyxoau (DPHO),
WHTEPIENKUH-6 U TPAHYJOLUTAPHBIA KOJOHUECTUMYJTU-
pyroIuii (pakTop, BLI3bIBAET SKCITPECCHUIO BEICOKOA(DdOIH-
Horo Fc-peneniropa IgG CD64 Ha MmeMOpaHe HelTpodu-
j10B [14]. MembpanHas skcnpeccuss CD64 yBennunBaeTcst
NpU TeHepanu3aluyu WHQEKIIMOHHOTO TIpoliecca pas-
JIMYHOW 3TUOJIOTUM, 3TOT OMOMapKep TpeiaraeTcsl pas-
JIMYHBIMA aBTOpPaMU K HCITOJIb30BAaHUIO KaK TPOTHO-
CTUYECKUI U TIpenuKTUBHBIN Tipu cericuce [15]. Tloreps
akcripeccun  HuszkoadpuHHoro  Fc-penenropa  IgG
CD16 nHeliTpodunamMu moka3aHa HEKOTOPBIMU aBTOpaMU
Kak (pakTop, aCCOLMMPOBAHHBIN C JIETATbHBIM UCXOIOM
npu cenicuce [16]. @yHKIMOHATLHOE MCTOIIEHNE MOHO-
LIUTOB MPU TeHEepaTu3alny MHGEKIIMU CBI3aHO C TOTe-
peit moBepxHocTHOI MHbekunu HLA-DR. Ouenka atoro
rokasareJisi TAaKXKe UCIIOIb3yeTCsl B KaueCTBe TePCIIeKTUB-
HOTro OMoMapKepa HeoHaTaJIbHOrO cericuca [17].

Ilear wmcciemoBaHusi: U3ydyeHUE  BO3MOXHOCTH
Ha OCHOBAaHUM OIIEHKU CONepKaHUsI OMOMapKepoB cerl-
cuca (C-peakTUBHBIN GeJTOK, TTPOKATBIUTOHNH, JTAKTaT,
CD64, CD16, HLA-DR) nuddepeHmpoBath matoreHes
OpTraHHOM TUCHYHKIIMY Y HOBOPOXKIEHHBIX B OTIEICHUN
peaHMMaIy 1 THTEHCUBHOM Teparvu.

XapakTtepucTuka peteii u MeToabl UCCeaoBaHUS

WccnenoBan KpoBb HOBOPOXIEHHBIX TALIMEHTOB
OTIEeIeHUsI peaHUMAaIlU U MHTEHCUBHOM Tepartiu ¢ CeTl-
cucoM Wi Tspkenoi achukcueit (21 yenosek). Bospact
nereii coctaBun 10 — 23 gHs; cpok rectaunu 27—40 Hen;
JUTSE OLIEHKU CTaOMJILHOCTM TTOKa3aTesieil UCCIeA0OBaHMsI
npoBoausin Ha 11—23-u cyTku 3aboneBaHusi, 00pa3Lbl
KpoBu O6paiu 1—4 pa3a B 3aBUCUMOCTH OT JJTUTEIIBHOCTH
NMpeObIBaHUs TIALIMEHTOB B OTAeNeHWU. Bcero mpoaHa-
Jm3MpoBaHO 43 obOpas3na KpoBu. OLeHUIN OMoOMapKephl
cercrca B TPYNIaX, XapaKTePU3YIOIIUXCS Pa3TUIHBIM
TeHEe30M TIOJIMOPTAHHON HEMOCTATOYHOCTH:  CETICHC
(n=10), acukcus (n=5), coyeTaHHBbII (n=6), a TaKxKe
Pa3IMYHBIM HCXOAOM TOCTUTAIM3ALMU — BBIKUBIITE
(n=15) n ymepine (n=>6).

OO0pa3ibl KpOBM COOMpaiM B BaKyyMHbIE MPOOMPKU
Vacuette ¢ mutnii-remapuHom (Ppanims). LlembHyI0 KpoBb
MalMEeHTOB, CTAOMIN3UPOBAHHYIO TEMApUHOM, TOCTABJISUTH
B Jaboparopuio B TedeHue | 4. OOpaser; KpoBU OKpaliu-
BaM (DIIyOPECIIEHTHO-MEYEHHBIMA aHTUTEIAaMU B COOT-
BETCTBUU C MHCTPYKLIMEH Mpon3BoanTets. 11 ucciaenona-
HMSI YKa3aHHBIX OMOMAapKepOB UCTIONB30BAIN CIIEIYIOIIE
manenn: CD45-APC / CD64-PE / HLA-DR-PerCP-Cy5.5
un CD45-APC / CD16-PE (BD, CIIIA). 3atem mu3npoBain
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SPUTPOLIUTHI U BBITIOJHSUIM [IUTOMETpUIO. JIM3nc 3puTpo-
mmroB TipoBoauiv pactBopom BD FACS Lysing solution
(BD, CHIA); muToMeTpuio BBITIOJHSUIM TIPU TTOMOIIMU
nHcrpymeHta FACSCanto II (BD, CIIA). Beinensau
peroH CD45-1o3UTUBHBIX COOBITHIA, 3aTeM 110 Mopdo-
JIOTUM BBIIEJSUIA MOHOIIUTBI U HelTpoduiibl. Cpenn Heli-
TpOUIIOB OIpPENesUId CPENHIOI MHTEHCUBHOCTH (hiIyo-
pecueHumu CD64 u CD16, cpeiyt MOHOLIUTOB ONPEIeIsUTA
CpeIHIO MHTEHCUBHOCTD (hiryopectieHiinn HLA-DR.
Craructuueckyto  o0OpabOTKy TIOJyYEeHHBIX  JaH-
HbIX BeIMojHsuM B rakete IBM SPSS 21 (IBM, CIILIA).
IMocTpoeHbl omnucareabHbIE CTATUCTUKMW; BBITIOJHEHA
MpoBepKa Ha HOPMAJIbHOCTH Ha OCHOBAaHMM KPUTEPUSI
[Marmupo—Yunka. ITockosnbKy TIOTydeHHBIE pacrpene-
JIGHUSI CTaTUCTUYECKW 3HAYMMO OTJIMYAJIUCh OT HOP-
MaJIbHOTO, MEXTPYIITIOBbIE COIOCTABJICHUS BbITIOIHSIIN
Ha OCHOBaHWUM KpuUTepusi MaHHAa—YUTHU i1 TTAapHBIX
BbIOOpOK 1 Kpackena—Yosuimca miss MHOXECTBEHHbBIX

OPUINMHAJIbBHbBIE CTATbU

cornoctaBieHnit. Koppersuuio Mexmay IoKasaTeIsIMU
OLIEHMBAJIM Ha OCHOBaHUU KoadduimenTa p CnupmMeHa,
CUJTy KOpPEJSILIMKM OTpeneisiii 1o mkajie Yemmoka, rie
p<0,33 — cmabas B3auMocBs3b; 0,33<p<0,66 — B3auMoO-
CBSI3b CpeHel cwtel U p>0,66 — cuThbHAsT B3aMMOCBSI3b.
YucneHHbIe 3HAYEHUST MTOKa3aTeJei peCTaBIeHbI B BUIE
Jana3oHa MexXmy 25-M 1 75-M MepCeHTUIISIMU.

Pe3ynbratbl

CoryacHO TIOJyYeHHBIM JAaHHBIM YPOBEHb JlaKTaTa
He pa3JInJaeTcs B TPYIIaX ¢ pa3IMIHBIM TeHE30M TIOTHOP-
raHHoi HemoctaTouHOCTU. COUueTaHHBIN TeHe3 XapaKTe-
pu3yetcst 60j1ee BRICOKMM YpoBHeM C-peaKTUBHOTO OesTka
(2,88—41,0 mr/n no cpaBHenuto ¢ 1,00—15,8 mr/n ripu cer-
cuce u 0,43—2,98 mr/a ipu acpukcumn); ypoBeHb ITPOKab-
nmuToHuHa B rpyrnre achukcenu (0,01—1,05 Hr/mir) gocro-
BEepHO HIXe, yeM nipu nHdexkimonHoM (0,18—4,30 Hr/mur)
u cMentaHHoM (0,15—4,90 Hr/mi1) reHe3e MoJIMOpraHHoN
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Fig. 1. CD64 (relative. fluor. units; a) and HLA-DR (relative. fluor. units; 6) in different genesis of multiorgan failure.

HJI — nenocToBepHo.
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Fig. 2. Lactate (a), PCT (0) and CD16 () in different outcomes.
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HEIOCTATOYHOCTU. ACKHUKCHS TaKXKe XapaKTepu3yeTcst
MEHBIIUM ypoBHeM HeittpodunoB CD64 (433—674 oTH.
el. (hJIyop.); TToKa3aTes b JOCTOBEPHO BHIIIIE B TPYIIIE CEeT-
cuca (552—1660 oTH. en. dayop.) 1 HanboJee BEICOKUIT —
B TPYyIITe COYETAaHHOW TMOJMOPTaHHON HEMOCTaTOYHOCTU
(1010—2162 otH. ex. dumyop.; puc. 1, a). Dkcrpeccus
HLA-DR MoHomuTamMy He pasiddaeTcsl B TpyMIlax Cerl-
cuca u acpukenu (12,2—29,6 u 23,6—56,3 oTH. en. diayop.
COOTBETCTBEHHO), B TO K€ BpPeMsI 3TOT IMOKa3aTeJb TOCTO-
BEPHO CHIDKEH Y TAIIMEHTOB C COYETAHHOWM MaTOJIOTHEi
u coctanistet 8,56—21,7 oTH. en. (ayop. (puc. 1, 6).

VYMepinre manveHThl XapaKTepU30BaIuCh 3HAYNTE b~
HBIM TIOBbIIIEHWEM YpoBHs JakTaTa (2,3—10,3 MmMoab/)
u mipokanbluToHuHa (1,18—5,25 Hr/mia) mo cpaBHe-
HUIO C TakoBbIMU Y BbDKUBIINX (1,4—2,08 MMoOmb/1
u 0,06—1,38 Hr/mi); KpoMe TOro, 3Ta TPYINa XapaKTe-
pusoBajiach CHKeHueM oskcrnpeccun CDI16 HeiTpo-
dunamu (25,5-42,8 u 37,8—62,3 oTH. en. ¢uyop. cOOT-
BETCTBEHHO; puc. 2). Bapumanus mnokazareneir mexmy
MpobaMu, B3SITBIMU OT OJHOTO IMallMeHTa, COCTaBWJIA
13,0—81,7% nnsa CD64, 22,6—40,7% nna CD16 u 24,2—
66,0% nns monouuroB HLA-DR.

KoppensuMOHHBI aHalMW3 BBIIBWJI CTAaTHCTHYE-
CKU 3HAUYMMYIO TIPSIMYIO B3aUMOCBSI3b CpPEIHEN CUJIBI
Mexny CD64 u ypoBHem saktara (p=0,443; p=0,005)
n C-peaktuBHBIM  OenkoMm  (p=0,496; p=0,001),
a Takke obpaTHylo — Mexay ypoBHeM CD16 u makTaTa
(p=—0,417; p=0,008).

0OO6cyxaeHue

IlonyyeHHBIE HAaHHBIE IEMOHCTPUPYIOT OTCYTCTBUE
JIOCTOBEPHBIX pa3INInii MexX1y ypoBHeM C-peakKTUBHOTO
OenKa B rpyIinax cerncuca v TSKeaoi acuKCHUM, a TakxKe
MEXIy YpPOBHEM IIPOKAJILIIMTOHMHA B TPYIIIAX Cercrca
U TIOJIMOPTaHHOM HETOCTATOYHOCTU COYETAHHOTO reHes3a.
DTO MOXeT OBITh OOBSICHEHO KaK MaJIbIM pa3MepoM
o0cemyeMoit COBOKYITHOCTH, TaK M HEAOCTATOYHOM TOY-
HOCTBIO OMOMapKepoB IPU UCITOJb30BAHUU IO OTHENb-
Hoctu. Oxkcrpeccusi CD64 okasajach HauMMeHbIIEH
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AHaJIM3 TPYAHOCTEH TMATHOCTHKY Y AIMEHTOB C HEHPOHAIBHBIM IEPOHIHBIM
JUNO(pYCHUHO30M, THII 2
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The diagnostic challenges presented in a patient with neuronal ceroid lipofuscinosis type 2

E.D. Belousova', S.V. Mikhaylova?®, E.Yu. Zakharova’
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HeiipoHa/ibHblil ePOMIAHBIA JHNO(GYCUMHO3 2-T0 THIA — TsKeJIoe HeNmpepbIBHO MPorpeccupyiollee HacaeJACTBEHHOe 3200/ 1eBaHie
00MeHa BelecTB, il KOTOporo cyuecTByeT 3(dexkTuBnas depMeHTHAS 3aMeCTHTEIbHAS TEPATHS.

Lens uccenosanus. VizyyeHne MHEHHS CIIENUATUCTOB (IETCKHX HEBPOJIOTOB, HEBPOJIOTOB-3MIJIENTONIOrOB, TEHETHKOB) O TPENsIT-
CTBHSIX HA MYTH K PAHHEI TMATHOCTHKE HEPOHAIBHOTO IIEPOUIHOTO JIMNO(YCIHNHO3A 2-T0 THIIA Y NAIUEHTOB.

Marepuassl u MeTonpbl. VccienoBanne npoBoaMIOCh METOAOM INIyOUHHOTO MHTEPBbIO. B HHTEPBBIO MPUHSIM yyacTHe 25 Bpaveid,
HAO.TIOIAIONIMX NAIMEHTOB € JAHHOI MATOIOTHE.

Pesyabrarbi. C 2000 no 2021 r. B P® BrisBIeHbI 45 NAHMEHTOB ¢ HEPOHAJIBHBIM IIEPOMIHBIM JTUNO)YCIMHO30M 2-10 THHA. /[aHHbIE
0 TeyeHHe 00Jie3HH MOJydeHbl N0 38 mamuenTaMm B Bo3pacte oT 3 10 11 jet, u3 Hux 16 moayuanu ¢epMeHTHYIO 3aMeCTUTETLHYIO
Tepanuio. Ha MmomenT nntepbio 32/38 ObLiu xKuBbl, 4/32 ymepiu, undopManus no KCXoy y 2 naiueHToB 0TCYyTCTBOBaAA. BospacT
TIOSIBJIEHHUsI IEPBBIX CHMIITOMOB 3200.J1eBaHus CyliecTBeHHO pasHuics: oT 1 rona 10 mec 10 3 et 6 mec. Cpeanmii Bo3pacT, B KOTOPOM
JIeTSIM MOATBEPINIM TMATHO3, COCTABJISAT 52 Mec, nim 4 roaa 5 mec, HO OH BapbupoBaJ B cpoku ot 12 10 96 mec. K MomenTy ycra-
HOBJIEHHS TMATHO3a, KPOME IMUJIENTHIECKHX MPUCTYIOB U 32/IEPKKH PEYeBOro PasBUTHsI, OTMEYATNCH ATAKCHS M YTpaTa JBUra-
TEJIbHOTO PA3BUTHS, 2 TAKIKE JAPYTHe CUMITOMBI. DieKTpodHuedanorpadus nposeneHa B 73% Bcex ciayuaeB (¢ porocTumynsamumeit
TOJIbKO Y 34%). MarHuTHO-pe30HaHCHAsl TOMOrpadus Ha paHHeM 3Tane 00Jie3Hu npoBeneHa Toabko y 40%. Jlumb 46% nauuenTos
noJIy4aoT (WM Koraa-amoo mojaydann) (pepMeHTHYI0 3amMecTHTeNbHYI0 Tepanuio. B 41% cay4aeB (hepMeHTHAS 3aMeCTUTEIbHAS
Tepanus He ObLIA HA3HAYEHA N0 NPUYMHE JJIMTEIbHOM MOCTAHOBKH ANATHO32 HEPOHAILHOTO LEPOMIHOTO JUNO(YCIHHHO3a, YTO NPH-
BEJIO K MAJTHATHUBHOMY CTATYCY M OTKA3y poauTeJIeii namuenTos ot Tepanun. B 13% Bcex ciiyyaes nanueHTbl yMepJiu 10 NOSBJIEHHS
BO3MOXKHOCTH (hepMEHTHOIi 3aMeCTUTEIbHOI Tepanun.

3akiouenne. PaHHsS TMATHOCTHKA HEPOHAJIBLHOIO IIEPOMUIHOrO JMNO(YCIMHO3a 2-T0 TUNA 3aTPyAHEHA U3-3a Hecneu(UIHOCTH
MepBbIX CHMIITOMOB, A TAKXKe M3-32 IUIOXOil OCBEIOMJIEHHOCTH Bpayeil 0 3200J€BAHMH U OCHOBHBIX METO/IaX €ro JUATHOCTHKH,
YTO NMPUBOJMT K NMO3/IHEMY HA3HAYEHHIO (hePMEHTHON 3aMeCTHTEIbHOI Tepanuu.

Karoueevte caoea: demu, HellpoHanbHblil 4epoUuoHblil AUNOPYCUUHO3, MUn 2, nyms nayuenma, OuazHOCmMuKa, (pepmeHmnas 3amecmu-
menvHas mepanusi, UHMePBLIO.

Ana umtupoBanus: benoycosa E./l., Muxarinosa C.B., 3axapoBsa E.KO. AHann3 TpyaHOCTEN ANarHOCTUKUN Y MNALIMEHTOB C HEPOHAa IbHbLIM LIEPO-
UAHBIM IMnogycumHo3oM, Tvn 2. Poc BecTH nepuHaron v neguatp 2023; 68:(1): 30-46. DOI: 10.21508/1027-4065-2023-68-1-30-46

Neuronal ceroid lipofuscinosis type 2 (NCL2) is a severe, continuously progressive hereditary metabolic disease for which there is an
effective enzyme replacement therapy.

Purpose. To study the opinions of specialists (pediatric neurologists, neurologists-epileptologists, geneticists) about the obstacles
to the early diagnosis of neuronal ceroid lipofuscinosis type 2 in patients.

Material and methods. The study was conducted by the method of in-depth interviews. 25 physicians dealing with NCL2 pts took part
in the interview.

Results. From 2000 to 2021, 45 patients with NCL2 were identified in the Russian Federation. Data on the course of the disease
were obtained from 38 patients aged 3 to 11 years, of which 16 received enzyme replacement therapy. At the time of the interview,
32/38 were alive, 4/32 had died, and outcome data for 2 patients were missing. The age of onset of the first symptoms varied signifi-
cantly: from 1 year 10 months to 3 years 6 months. The median age at which children were diagnosed with NCL2 was 52 months, or
4 years 5 months, but it varied from 12 to 96 months. At the time of diagnosis, in addition to epileptic seizures and delayed speech
development, ataxia and loss of motor development, as well as other symptoms, were already noted. EEG was performed in 73% of all
cases (with photostimulation only in 34%). MRI at an early stage of the disease was performed in only 40%. Only 46% of patients
receive (or have ever received) enzyme replacement therapy. In 41% of cases, enzyme replacement therapy was not prescribed due
to the long-term diagnosis of NCL2, which led to a palliative status and refusal of the patients’ parents from therapy.

Conclusion. Early diagnosis of NCL2 is difficult due to the non-specificity of the first symptoms, as well as due to the poor awareness
of doctors about the disease and the main methods of its diagnosis, which leads to late prescribing of enzyme replacement therapy.

Key words: children, neuronal ceroid lipofuscinosis, type 2, patient’s routing, diagnostics, enzyme replacement therapy, interviews.

For citation: Belousova E.D., Mikhayilova S.V., Zakharova E.Yu. The diagnostic challenges presented in a patient with neuronal ceroid lipofusci-
nosis type 2. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 30-46 (in Russ.). DOI: 10.21508/1027-4065-2023-68-1-30-46
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benoycosa E.JI. u coagm. AHATIM3 TPYITHOCTEI AMATHOCTUKY Y TTALIMEHTOB C HEMPOHAIBbHBIM LIEPOMIHBIM JMTTO(YCLIMHO30M, THI 2

eUpOHATbHBIN LIEPOUTHBIN JIMTIO(PYCIIMHO3
2-ro tuna (HLJI2, cuH.: mo3aHsss UHOAHTUIb-
Hast ¢dopma HIJI, ucropuyeckoe HazBaHue O00Jie3Hb
BunpidéBckoro—AHCKOTO) — TSKEN0e TMporpeccupyro-
mee penkoe (opdaHHOE) HaciencTBeHHOe 3a00JieBaHNe
obomeHa BemiectB [1—3]. HefipoHanbHbIN 11€pOMTHBIN
nunodyclHOo3 2-ro THna Bbi3BaH AedekTom reHa CLN2,
pacriofioxxeHHoro Ha 11pl5, uyro nmpuBoAuT K nedu-
Uty depmeHTa TpunentuauianenTuaasbi-1. CHuxe-
HUE aKTUBHOCTU TPUMENTUIMINENTAIA3bI-1 BbI3bIBAECT
HaKOTUIEHHWE B KJIETKaX, B TOM YHUCJIe TOJOBHOTO MO3ra,
ayTo(ITI0OPECIIEHTHOTO JIUTIOMUTMEHTa JIMMO(MYyCIIMHA,
rubesb HeMpPOHOB U pa3pacTaHue ruu. TUr HacaenoBa-
HUsl 00JIE3HU ayTOCOMHO-PELIECCUBHBIN.
3abosieBaeMOCTh U pacIpOCTPaHEHHOCTh BapbUPYIOT
B pasHBIX TeorpaMuecKUX peruoHax M HeIO0CTATOUYHO
U3y4YeHbl, HO B LIEJIOM CUMTAETCSI, YTO PACIPOCTpPaHEH-
HOCTh cocTassieT 6—8 ciydaeB Ha 100 000 XXUBBIX HOBO-
poxneHHBIX [3]. B Poccuiickoit Menepaunm 3aboseBae-
MOCTb U PaclpOCTPaHEHHOCTh HE U3yUYEHBbI.

Tunuruna wmaHudecTauusi O0JE3HW B  BO3pacTe
or 2 no 4 ner. KnmHudeckass KapTWHaA 3aKJIIOYaeTCs
B OBICTPOM M MPEACKa3yeMO TSKEJIOM MpOrpeccrupoBa-
HUU WHTEJUIEKTYalIbHBIX, IBUTATEIbHBIX HapYyIIeHUI,
MoTepe OCTPOTHI 3pEHUsI, CYTOPOXKHOM CUHIPOME U yra-
CaHWM XM3HEHHO BaXHbIX (yHKumii [1—5]. Havanb-
HBIMM CUMIITOMaMU OOJIE3HU CITYKaT BIIEPBbIe Pa3BUB-
ecs SMUJIeNTUIeCKHe TTPUCTYITHI M aTaKCusl y pebeHKa
C 3aJIepKKOI peuyeBOro pa3BUTHUSI.

PaHHsIs1 nuarHocTMka HEWpPOHAJIBHOTO ILIEPOUITHOTO
qunodyciimHo3a 2-To TUIA 3aTpyAHEHa, IOCKOJIbKY
no 2—3-;meTHero Bo3pacTa peOEHOK  pa3BUBaETCS
6e3 BUIMMBIX OCOOEHHOCTE, a TIepBbIe CHMITTOMBI
HecTeU(MUIHBI, U Bpauyld HEZOCTATOYHO OCBEIOMIICHBI
0 3a00JieBaHUM. YCTaHOBJIEHUE JMArHo3a B CpeIHEM
(kak B Mupe, Tak u B Poccun) npoucxonut criycts 2 roga
u OoJjiee Tocae MepBoro 3aUKCUPOBAHHOTO CYIOPOXK-
Horo mipuctyna. CpenHuii BO3pacT IMOCTAaHOBKW Juar-
Ho3a — 5 jeT (kak B Mupe, Tak U B Poccun). «3010TbiM
CTaHIApPTOM» JJAOOPATOPHOTO TTOATBEPKICHMS TUarHO3a
CIYXWUT OOHapykeHWe CHWKEHHOUW aKTMBHOCTU TPU-
NeNTUAMIIIEeNnTHaa3bl-1 (B JelikounTax, pudpobdImacTax
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Anpec s koppecnonnenmmu: Benoycosa Enena JIMutpueBHa — JI.M.H.,
npod. 3aB OTAEJIOM ICUXOHEBPOJIOTMM W smuientonornn HayuHo-uccie-
JIOBATEJIbCKOTO KJIMHUYECKOTO WHCTUTYTAa TMeIuaTpuu JeTCKO XUpypruu
uM. akagemuka FO.E. Benprumesa, ORCID ID: 0000—0003—3594—6974
e-mail: edbelous56@gmail.com

127412 Mockaa, yi1. Tangomckas, a. 2

MuxaiinoBa CBeTiiaHa BurtaibeBHa — I.M.H., 3aB. OTACJICHHEM MEIUIIMH-
ckoil reHetuku Poccuiickoil aerckoit kKiIMHUYecKoi OoibpHULBI Poccuii-
CKOTO HalMOHAJIBHOTO MCCIIEN0BATEIbCKOrO MEIULIMHCKOTO YHUBEPCUTETA
uM. H.W. Muporosa, ORCID ID: 0000—0002—2115-985X

119571 Mocksa, Jlenunckuii p-T, 1. 117

3axaposa ExatepuHa FOpbeBHa — /1.M.H., 3aB. JabopaTopueil HACIEACTBEHHBIX
Gosie3Heit oOMeHa BellecTB 1 JJabopaTopueii ceJleKTUBHOro ckpuHuHra Menu-
KO-TEHETUYECKOTO HayYHOTro IieHTpa uM. akagemuka H.I1. Boukosa,

ORCID ID: 0000—0002—5020—1180

115522 Mockaa, yi1. MockBopeube, 1. |

WJIM METOJIOM CYXOTO TISITHA) U UAEHTU(UKALINS TOMO3U -
TrOTHOI matoreHHoi myTtauuu B rene TPP1/CLN2 [3].

PaHHssT nuarHocThKa HEMpOHaJIbHOTO IEPOUTHOTO
qunodycurHo3a 2-ro TUIIa M CKopeiilee obecrieve-
HUE TaTOTeHEeTUYeCKON (hepMEHTHON 3aMeCTUTEIbHOM
Teparuu, KOoTopasi MPOBOAUTCS MperapaToM LepJIUIo-
Haza anb(da — KpuTUdeckuit hakTop Ajisi CTabuIn3auu
COCTOSTHUSI OOJIbHOTO pebeHKa. PaHHSS nmarHocTmka
MO3BOJISIET MOJIYUYUTh TOCTYIT HE TOJBKO K CHEHUATN3U-
POBaHHOI MEIUIIMHCKON MOMOIIM, B TOM YuCie K dep-
MEHTHOW 3aMeCTUTEJIbHOW Teparuu, HO M K COLMab-
HOW ToafepXKe. DTO MOJOXUTEIBLHO BIUSIET HAa UCXOJ
00JIe3HU M Ka4eCTBO XXU3HMU peOeHKa U CeMbH, a TakKxkKe
MO3BOJISIET POAUTENISIM CBOEBPEMEHHO TTOJTYYUTh CEMeii-
HOE TeHEeTUYeCKOe KOHCYJbTUPOBAHMUE.

TlocnenctBust ommMOOYHOrO AMarHo3a — 3TO JJIU-
TeJbHOEe W Oe3yCIelHoe JieYeHUe TMPOTUBOCYIOPOXK-
HBIMU TIpernapaTamMy, MNaUIMAaTUBHBIA CTaTyC Talu-
eHTa U JIeTaJIbHbIN ucxon 3aboneBaHus. [losTtomy Hamu
ObLIO 3arUIAaHUPOBAHO MCCJIENOBAHME, B X0l KOTOPOTO
MbI MIOCTApAJIUCh TIPOCIECINUTh MyTh TUATHOCTUKU, Jieye-
HUS U UCXOAOB y MALIMEHTOB C HEMPOHAJIbHBIM 1IEPO-
UIHBIM JiunodycunHo3omM 2-ro Ttuna B Poccuiickoit
Ddenepanyun.

Ilea» uccnenoBanusa: n3yuyeHUe MHEHMS CIIeIIMad-
CTOB (JIETCKMX HEBPOJIOTOB, HEBPOJIOTOB-3TUJICITOJIO-
roB, TEHETWMKOB), HaAOJIOAABIIMX WJIM HaOJIIONAIOIINX
MalMEeHTOB ¢ HEMPOHAJIbHBIM LIEPOUIHBIM JIUTIODYCIIM-
HO30M 2-TO THMa, O MPETNATCTBUSIX Ha MYyTHU K €ro paHHeM
NUATHOCTUKE Y TIallMeHTOB 1 XeJaeMbIX Mepax To Tipe-
O/I0JIEHUIO 3TUX MPETSITCTBUIA.

XapakTtepucTuka petei u MeToabl UCCeaoBaHUS

B xome wmcclemoBaHUs pelIavch CIEAYIONINE ero
3ama4u:

— chopMyIMpoBaTh TepedeHb TpOoOJIeM paHHe
JMMArHOCTUKU HEMPOHAJIBHOIO LIEPOUIHOTO JIUITO(YCLIM-
HO3a 2-TO TUIIa;

— omnucaTh MyThb MalMeHTa (OCHOBHBIE CUMIITOMBI,
BpeMsl MeXIy TMpHeMaMu CIeUaIUCTOB/HapacTaHUeM
CUMTITOMATHKH M T.TT.) HA OCHOBE JaHHBIX METUITMHCKHUX
KapT BBISIBJIEHHBIX MMALIEHTOB;

— TIOJYYUTh PEKOMEHIAIMM I10 IPEOTOJIEHUIO
GapbepoB Ha IYTU paHHEH AMarHOCTUKU HEMPOHAIBHOTO
LIEPOUIHOTO JTUTTOMYCIIMHO3a 2-TO TUTIA.

Memodst uccaedosanus:

— KayeCTBEHHOE HCCJeNOBaHUE METOIOM TITyOMH-
HBIX UHTEPBbIO;

— aHaJIK3 KapT MaleHTOB.

WccnenoBanrue TPOBOAMIOCH METOAOM TJTYOMHHOTO
WHTEpBbIO. Takoe MHTEePBBIO MpeArojaraeT o0CyXIeHe
HE TOJIbKO OOILIEH TeMbI, HO U TPEIABAPUTEILHO TPOIY-
MaHHOTO Kpyra BOIIPOCOB, OTPEACISIONINX CTPYKTYpY,
comepxxaHue 3Toi Tembl. [lociemoBaTeTbHOCTh BOIPO-
COB HE 3aKperuisaeTcsl B OMNpelesieHHOW eIMHO00pa3HOoM
¢dopme. C KaxkIbIM HOBBIM PECITOHIEHTOM 3TU XapaKTe-
PUCTUKU MOTYT MEHSIThCSI, BKJIIOUasi HOBBIE BOIIPOCHI [6].
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ITpu mpoBeneHUM MHTEPBbBIO 3aMOJHSIACh AHKETa — COOT-
BETCTBYIOIIIASl MCCIEI0BAaTEIbCKOMY 3aMbICTy W JIOTH-
YEeCKM BBICTPOEHHAsI CHCTeMa BOITPOCOB, KacaroIIuXcs
HePOHAJIBHOTO LIEPOMITHOTO JIUMO(YCIIMHO3a 2-TO TUTIA.
B xome MHTEPBBIO MALIMEHTHI «OCIETUISITUCH, T.€. MHTEP-
BbIOEPY He ObLTA U3BECTHBI MX (haMUJIUM, UMEHa, OTYeCTBa
" anpec nMpoxxuBaHus. GUKCUPOBATIN BO3PACT, TIOJ A~
€HTa, perMOH MTPOXUBAHUS, JaHHbIE KIIMHUYECKOTO, JIa00-
paTOpHOTO ¥ WHCTPYMEHTAJIbHOTO OOC/IEeIOBAaHUI, KeM
HaOofaics MalMeHT, ¢ KaKUMU TPYIHOCTSIMU CTOJIK-
HyJICSI Bpay 1 MHOTHE JPYTUe BOTIPOCHI.

B unTEepBBIO TIpUHSAM ydacThe 25 Bpaueil, HaOJo-
NAOIIMX TIAIMEHTOB C HEHPOHAJbHBIM 1IEPOUIHBIM
sunodycimHo30M 2-ro Tumna. Cpenu y4yaCTHUKOB MHTEp-
BbIO OBIIM KaK HEBPOJIOTU, TaK U TEHETUKU, paboTaro-
e B MEIUIIMHCKUX YYPEXKIEHUsI pa3IMYHOIO YPOBHSI
(oT palioOHHOW OOJIBHUIIBI 1O pecIyOJUKaHCKOI),
a Takxe B 00pa30BaTeIbHBIX MEIUIIMHCKUX YUPEKIACHUSIX
(OI'BOY BO «Cubupckuii ToCymapCTBEHHBIN Memu-
LIMHCKUIA yHUBepcuTeT» M3 P®) M B KpymHBIX Hay4d-
HbIX HeHTpax (PTAY M3 PO «HaumoHalbHBI Meau-
LUHCKUI UCCAEA0BATEIbCKUI LIEHTP 310POBbs ACTEI»,
I'bBY3 MockoBckoii obmactu «MOCKOBCKUI 00J1aCTHOM
HAyYHO-UCCJIETOBATENbCKUI KJIMHUYECKUIA WHCTUTYT
M. M.®D. Bragumupckoro», HayuHo-mccienoBatesb-
CKUA WHCTUTYT MEIMIIMHCKONW TeHeTUKU TOMCKOTo
HAlMOHAJIBHOTO HMCCJIEIOBATEILCKOTO MEIMIIMHCKOTO
neHTpa Poccuiickoii AkameMun HayK U ap.).

Pe3ynbraTbl

Bcero 3a nepuon ¢ 2000 o 2021 r. B PD BbIsIBIEHBI
45 TalMEeHTOB C MOATBEPKICHHBIM ITMAarHO30M HeMpo-
HaJBHOTO LIEPOMIHOTO JUnodycinHo3a 2-ro tuna. JlaH-
HbIe 0 TedeHre OOJIE3HN U TMaTHOCTUIECKOM ITyTH ObLITH
nosiydeHsl o 38 nmanueHTaMm (20 maluMeHTOB XEHCKOTO
noja, 18 — MyxXckoro) B Bo3pacte oT 3 1o 11 ner, u3 Hux

51
45
31
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DenepanbHblid IEHTp [opomd B pernoHe

OPUINMHAJIbBHbBIE CTATbU

16 momyyanmu (GepMEeHTHYIO 3aMeCTUTEIBHYIO Teparulio.
PoxneHnnl B HepoacTBeHHBbIX Opakax 37/38 malmeHTOB,
1 manueHT poawIcs OT POMUTEINIE, COCTOSIIINX B TPOIO-
poaHoM pojacTie. Beero 6bu10 3 ciyyast neseHanpaBieH-
HOTO BBISIBJICHUST OOJIE3HW y MJIANIIUX CHUOCOB, TOCIE
TOTO Kak 3a0o0JieBaHUE ObLJIO TUarHOCTUPOBAHO Y CTap-
11ero pedeHka B CEMbe.

HamomenT nHTepBbIO 32/38 ObLTM XUBHI, 4/32 yMepiu,
MAHHBIE TI0 WCXOMy y 2 TMAaIMeHTOB OTCYTCTBOBAIN
(oHU OBUIM MOTEpsIHBI 1 HaOMoneHus ). [IpakTnueckn
BCce TAIMEHTHI MPU3HAHBI WHBAIAAAMU NETCTBA, 3TOT
craTyc He opopMJieH Y 3 TallMeHTOB C HEAABHO YCTAaHOB-
JICHHBIM nuarHo3oM. [lajuimaTtuBHBIN cTaTtyc odopM-
sen 'y 10/38 maiieHToB B Bo3pacte OT 4 10 8 JeT.

Bospact mosiBiieHHsT TIepBBIX CUMIITOMOB 3a00JieBa-
HUSI CYIIECTBEHHO BapbupoBal: oT 1 roga 10 mec no 3 net
6 Mec. BospacT mereit Ha MOMEHT YCTAaHOBJICHUS IHa-
rHO3a TakXe ObUI pa3iuyHbIM: OT | rona (y cuOca naiu-
€HTa C paHee YCTAHOBJIEHHbIM JMAarHO30M OO0JIE3HU)
1o 8 ser. OTMevasiach Takxke pa3HUIA B BO3PACTE BbISIB-
JICHUSI TIEPBBIX CUMIITOMOB M B BO3pPAacTe YCTaHOBICHUS
MMarHO3a B 3aBUCUMOCTU OT MeCTa MPOXWBAHMS Tallv-
eHTa (puc. 1) ¢ 6ojiee paHHe# TUarHOCTUKOM B TEX CIIy-
qasxX, eCcIW TAIMeHT MPOXWBAI B HACCICHHOM ITyHKTE,
TIe eCTh (heeparTbHbIN IIEHTP.

B ToMm uTO KacaeTcsl MepBHIX CUMIITOMOB 3a00JieBa-
HUSI, TO BEAYIIUM CHUMITOMOM OBUIM STUJIETITUYECKHE
MpUCTYNbl (OHU OTMevaluch y 35 u3 38 mauueHTOB)
W 3afepXKa WIM yTpaTa pedyeBoro pas3BuTus (Tadm. 1);
Yy HEKOTOpbIX 3a00sieBaHME MaHU(eECTUPOBaIo ¢ pa3Bu-
THUSI HECKOJIbKUX KITMHUYECKUX CUMITTOMOB.

[Tocite 3TOTO aHAMM3WPOBAIN TTYTH TTAIMEHTA C HEell-
POHAITBHBIM LIEPOUTHBIM JIMTIOMYCITTHO30M 2-TO THUTIA.

1. Ilymv nayuenma do nocmanoéxu duaenoza. Ilep-
BOHAYAJbHBI JMAarHO3 y TAIMEHTOB HE BCETNa 3BY-
yajl KaK HeWpOHAJbHBIN ILIEPOUIHBIN JUMODYCHMHO3

65
51
35
I I |

Pervonanbhblii IeHTp CeibcKasi MECTHOCTD

m CpenHuit BO3pacT BOSHUKHOBEHMSI CUMIITOMOB, MeC

m CpeaHuii BO3pacT MOCTAHOBKU AMArHO3a, MecC

Puc. 1. Cpemmﬁ BO3pacCT BO3HUKHOBECHHA CUMIITOMOB U NMOCTAHOBKH IUATHO3Aa B 3ABUCUMOCTH OT MECTA NMPOKUBAHUA MAIUEHTOB.

CocraBieno ABTOpaMHU.

Fig. 1. Mean age of onset of symptoms and diagnosis by location of patient. Compiled by the authors
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benoycosa E.JI. u coagm. AHATIM3 TPYITHOCTEI AMATHOCTUKY Y TTALIMEHTOB C HEMPOHAIBbHBIM LIEPOMIHBIM JMTTO(YCLIMHO30M, THI 2

Tabauya 1. TlepBble CHMITOMBI HEPOHAJILHOTO LEPOUTHOTO JMNO(YCIUHO3a 2-T0 THNA

Table 1. The first symptoms of neuronal ceroid lipofuscinosis type 2

ITepBbie CUMNTOMBI 3200J1€BAHUS

YucJi0 nanueHToB ¢ CHMITOMOM

aoc. %
ONUIENTUYECKUE TPUCTYIIBI 35 45
3amepkka,/yTpara peueBOro pa3BUTHST 21 27
MuOKIIOHYC 5 6
3anepkka/HapyllleHUe TICUXUYECKOTO Pa3BUTHUS 4 5
Atakcus 4 5
3anepxka/yTpara paHee IPUOOPETEHHBIX IBUTATEIbHBIX HABBIKOB 4 5
MpI11eyHast IMCTOHMST B HOrax 2 2,5
TToBblIlIeHHAsT pa3IpaKUTEeIbHOCTD 1 1,5
Hapyiienue cHa 1 1,5
Bynb6apHo-TiceB100yIb0apHBII CUHAPOM 1 1,5
Hroro: 78 100
CHIUXKeHUE OCTPOTHI 3pEHUs/TIOTHAS TIOTePST 3PEHUST 0 0
Tpemop roJoBbI / TpeMOpP KOHEYHOCTE 0 0
ITurmMeHTHas nereHepanys ceTYaTKu 0 0
YactuuHas aTpodusi 3pUTeIbHBIX HEPBOB 0 0

2-To TUMa (Takas CHTyalusl oTMeJauach TOJbKO B 38%
BCEX CJIy4aeB); Y OTAEIbHBIX MAlleHTOB IUAarHO3 3ByJal
KaK HEYCTAHOBJIEHHBIN WM KaK BPOXIECHHBIN Je(PeKT
MeTabou3ma (1Mo 2 B KaxaoM ciydae). Y 54% mauneH-
TOB MMeJICS TUarHo3 HeKJIacCU(PUIIMPOBAHHOTO «TeHe-
TUYECKOTo 3a0oeBaHMsI». B Taba. 2 mpuBeneHbI CPOKU
IMOCTAHOBKM TMarHO3a C MOMEHTA TOSIBIIEHUST TIEPBBIX
CHMIITOMOB; CTAHOBWTCS OYEBUAHBLIM, UYTO Yy Ooee
80% manmeHTOB 3aboyieBaHUE OBLIO AMATHOCTUPOBAHO
B CPOKH TTocJTe | Toia KITMHUYECKOTO TeYeHUS.

K MOMeHTy ycTaHOBJIEHUsI TMarHO3a KpoMe TUIeTI-
TUYECKUX TIPUCTYIIOB W 3aIEPXKU PEUEBOTO DPAa3BUTHS
OTMEYaJuCh W JPyrHe CHUMMTOMBI TPOTPEeCCHPOBAHUS
00JIe3HN — aTaKCHs W yTpaTa IBUTATEIbHOTO Pa3BUTHS
(110 9%), TpeMop TOJIOBBI M KOHeUHOCTel (6%), cracTu-
yeckuii TeTparape3 (7%), CHUXeHUE OCTPOTHI 3PEHMUSI,
TUTIEPKUHE3BI, ayTUCTUKOIOAOOHBIE ITOBEIeHYECKHE
HapyLIeHWS U Ip. Y OTAETbHBIX MallUeHTOB.

Boutn  mpoaHanMM3MpOBaHBI  MHCTPYMEHTAJIbHBIC
u JabopaTopHbIe METOAbl 00C/eqOBaHUsI, HEOOXOIM-
Mble TIPM JOWArHOCTMKE HENPOHAJIBHOTO LIEPOUIHOTO
JumnodyclMHo3a 2-TO THUIA, KOTOPbIe TPOBOIWIIUCH
MmaruyeHTaM. Pe3ynbTaThl aHaIM3a PUBEIeHBI Ha puc. 2.
O4YeBUAHO, YTO 3JIEKTpodHIEdanTorpapuyecKoe Mccie-
JIOBaHWE TMPOBOAMIOCH He BceM. [Ipu 3TOM TpoBOKa-
LIMOHHAsI TIpobGa TIpU MPOBEACHUM 3JIEKTPOdHIEedao-
rpaduu OGblJIa UCITOTb30BaHa TOJBKO Yy 34% TallMeHTOB.
DnekTposHIedamorpahuueckoe HCCAeIOBaHUE TO3BO-
w0 3aUKCUPOBATh SMUIENTUGOPMHYIO (MEXIpU-
CTYITHYIO) aKTUBHOCTh y 84% obcnemoBaHHBIX. Omuca-
HUSI KapTUHBI MAarHUTHO-PE30HAHCHOW ToMorpaduu
caenanbl 'y 40%, mipu aTOM aTpoduueckue M3MeHEHUS
KOpBhI U 0€J0oro BelllecTBa, CBOMCTBEHHbBIE HEWpOHaIb-

HOMY LIEpOMIHOMY JUMOMYCUMHO3Y 2-TO THIIA, YacTo
OIMUCHIBAJINCHh KaK HapyxkKHas Tuapouedanus Wil pac-
IIUpeHre cybapaxHOUIATBHBIX MPOCTPAHCTB; HE BO BCEX
OIMUCaHUsIX obpallalloch BHUMAaHUSI Ha XapaKTEepPHYIO
JUTE  HEMPOHAJIbHOTO  IIEPOMITHOTO  JUTOMYCIMHO3a
2-r0 TUMa aTpoduio Mo3XkeukKa.

ITocne aToro manueHTa HATPaBJISIN JIMOO Ha OTpe-
JeIeHue aKTUBHOCTH (hbepMeHTa TPUITEITUIVIIIIETITH-
nasbl-1 W TapreTHoe CeKBEHMpPOBaHUE (OIpPENe/ISINCh
yacTble MYTallUM B TeHe), JUOO Ha CEeKBEHMPOBAaHUE
HOBOTO TTOKOJIEHUSI: TIOJTHO9K30MHOE CEKBEHUPOBAHME
WA TUarHOCTUYECKas SIWICTITUYeCKasT TaHedb U JIpy-
rue TeHeThYeCKue JMarHocTnieckue manenu. B 55% Bcex
cJIy4aeB AMArHO3 YCTAHABJIMBAIM MPU TTOMOIIU TIEPBOTO
BapuaHTa obcienoBaHus. CpeaHMiIT BO3pacT, B KOTOPOM
JIETIM TIOATBEPAWJIM TUArHO3 HEWpPOHAJIBHOTO IIepOo-
UIHOTO JunodyclruHo3a 2-To TUIIA, COCTaBIsT 52 Mec,
wii 4 roma 5 Mec, HO OH BapbUMpoOBajl B CPOKM OT 12
10 96 Mec. B 66% Bcex ciydaeB 3a00Ji€BaHUE TTPEATIOINO-
SKUJT HEeBpoJtoT, B 23% cilydaeB — T€HETHUK, B OTICIBHBIX
cyJasiX — TeAuaTphl U CIIEIMAACT TT0 MAaTHUTHO-PE30-
HaHCHOW TOMOTrpaduu.

2. Ilymv nayuemma nocae YcmanoeaeHus OudeHo3a
(mekywas mepanusi u HabaodeHue nayuenmos). Benenue
MalMeHTOB C AMArHO30M HEWPOHAIBHOTO ILIEPOUTHOTO
JunodycurHo3a 2-ro TUMa OCYIIECTBISIETCS TIPEUMy-
mecTBeHHO HeBposioramu (35%) u reHetnkamu (15%),
HO B HEM TakKXe YYaCTBYIOT Bpaydl IPYTUX CIelHaTb-
HOCTell — TIeAMaTpbl U CIEUWATUCThl MaTMAaTUBHOMN
ciyX0b1 (10 14% cootBeTcTBeHHO). [IpM 3TOM TOJBKO
B 33% cnyyaeB (y 13 mamueHTOB) Bpayu MPOBOIST
HCCIIeIOBaHUE T10 IIKaJle OLIEHKW COCTOSTHUS TallMeH-
TOB (TaK Has3biBaeMass ['aMOyprckas 1kaia Ijisl OLEeHKH
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Tab6auya 2. PacnipesiesieHne MO BpeMEHH OT NMOSBJIEHHUS MEPBBIX CUMITOMOB /10 TOCTAHOBKH JUATHO32 (B TOM YKCJIE CPeIHEe YHCIIO JIET)
Table 2. Distribution by time from the onset of the first symptoms to the diagnosis (including average number of years)

l'[epuozl MOCTAHOBKH IMArHO3a ¢ MOMEHTA IMEPBHIX CUMIITOMOB Hucio HATHEHTOR
aoc. %
J10 TIOSIBJICHUSI TTEPBBIX CUMIITOMOB 1 3
B teuenue 1-3 Hen* 5
Ot 1 mec 1o 11 mec 2 5
Ot 1 rona no 1 roga 11 mec 17 45
Ot 2 ronma 1o 2 net 11 mec 8 21
Ot 3 roma no 3 ner 11 mec 1 3
Ot 4 roma no 4 ner 11 mec 1
Ot 5 et no 5 et 11 mec 2 5
Her nanubix 4 11

Hpumewanue. * — IMarHOCTHKA y CcHOCOB MaIMEeHTOB C HeﬁpOHaJIbHLIM TEPOUTHBIM JII/IHO(l)yCLH/IHOBOM 2-To TUIAa.

ManueHTa ¢ HeMPOHAIbHBIM LEPOUIHBIM JTUITOGYCIIUHO-
30M 2-TO TUIA). B ocTaqbHBIX Cilydasix OCYIIECTBISIETCS
BU3YaJIbHBIII OCMOTpP MALIMEHTOB, B TOM YMCJIE MO BUIE-
OCBSI3U JIJIsT OOJTBHBIX C TTAJUTMATUBHBIM CTaTyCOM.
CoriacHO MpOBEIEHHOMY MCCIIEIOBAHUIO TOJTbKO 46%
MalMeHTOB TOJyYalT (WIM KOTma-aubo ronydanu) dep-
MEHTHYIO 3aMeCTUTEbHYIO Tepanuio. Eie 13% nanmeHToB
B HacTosiIee BpeMsi 0(hOpMIISTIOT TOKYMEHTHI sl Bpaue6-
HOM KOMHCCUY Ha TTOy9eHUH (hepMEHTHOI 3aMeCTUTEITb-
Houi Teparmuu. B ocrtanbHbIX 41% ciydaeB (depMeHTHasI
3aMeCTUTeTbHAs Teparysl He Oblla Ha3HaYeHa o MPUYMHe
JUTMTEJTLHOM TTIOCTAHOBKY TMArHo3a HEWPOHAIBHOTO 1IepO-
WAHOTO JTUTIOMYCIIMHO3a 2-TO TUTIA, YTO MPUBEITO K Mali-
ATMBHOMY CTaTyCy Y OTKAa3y pOAUTEEH MAllMeHTOB OT Tepa-
mmn. [Ipekparnim HayaTyio epMEHTHYIO 3aMECTUTEIIEHYIO
Tepanuio 3 nanureHTa. CpeHUi CPOK OXKMIaHUs (pepMeHT-

80% 73%
70%
60%
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40%
40%
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20%

10%

0%
CCl¥

6%
2%
I —
MPT KT

HOM 3aMEeCTUTENIbHOM Teparmuu ¢ MOMEHTa Ha3HaueHUs
coctaBui 1,5 rona, Ho ¢ 2019 1. obecrnieueHne epMeHTHOM
3aMEeCTUTENTLHOM Teparui 3aMETHO YIYUYIIIIOCh U OTIETb-
HBIe MAlIMEHTHI TIOJTYYaloT ee B TeUeHHNEe MecsIiia ¢ MOMEHTA
ycTaHOBJIeHMs auarHo3a. [1o3uTHBHAs IMHAMKKA C COKpa-
IIEHUEM CpOKa OXMAAHWS (DEPMEHTHON 3aMeCTUTETbHOM
Teparnuu npuBeaeHa Ha puc. 3.

B 56% cnydaeB wuHGpy3Mn B pamMKax (hepMeHTHO
3aMECTUTEJIBHOM Teparuyu OCYIIECTBISIIOTCS IO MECTy
KATENbCcTBa TamueHTa. B 33% ciayyaeB malMeHTHI
U3 PETUOHOB [UIST OCYIIECTBICHMSI TIepBOM WHOY3UU
(GepMeHTHO 3aMeCTUTEJbHOW Teparnmuu HaIpaBIisi-
o1cs B MockBy (B Poccuiickyro neTcKyro KIMHHUYE-
CKYIO OOJBHUILY), TIOCTIE YeTO TSI TIPOIOJKEHUS Tepa-
MUY HaNpaBJISIOTCST TI0 MECTy JKUTeJIbCTBa. JlaHHBIE
MO JUTUTENIbHOCTU TIONy4eHUs] (DepMEHTHOM 3aMeCcTH-

3BII

Puc. 2. YacToTa npoBeJeHHs] HHCTPYMEHTAJIBHBIX 00C/Ie/I0BAHMIi Y MAIMEHTOB C TMATHO30M HeWPOHAIbHBII HePOMIHBbII JMnodyc-

nuHO3 2-ro THna (n=38).

OBT" — anekrposnnedanorpamma; MPT — MarauTHo-pe3oHancHast Tomorpacdus rosioBHoro mo3ra; KT — kommbioTepras Tomorpa-
(us ronosroro mo3ra; 3BII — 3puTesbHbIe BbI3BaHHbIE MOTEHIMANBI. COCTABIEHO ABTOPAMH.

Fig. 2. The frequency of instrumental examinations in patients diagnosed with neuronal ceroid lipofuscinosis type 2 (n=38).

EEG — electroencephalogram; MRI — magnetic resonance imaging of the brain; CT - computed

tomography of the brain; SVP — visual evoked potentials. Compiled by the authors.
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benoycosa E.JI. u coagm. AHATIM3 TPYITHOCTEI AMATHOCTUKY Y TTALIMEHTOB C HEMPOHAIBbHBIM LIEPOMIHBIM JMTTO(YCLIMHO30M, THI 2

TEJbHOM Tepaluu UMEIoTCS Mo 15 mauueHTaM, U3 HUX
TobKO 22% (4/15) monyuaroT Tepanuio ot 1,5 mo 2 ner,
y OCTaJbHBIX JJIUTEIBbHOCTH TOJIYYeHUS KoJjebieTcs
or 1 Mec mo 1,5 roma. CpegHsisl TIPOIOJKUTEILHOCTD
MpeObIBaHUS B CTallMOHAape IJIsT TPOBEACHUST WHDY-
3uii coctaBiser ot 1 mo 3 aHeit. B 67% ciyyaeB MHDY-
3UM B paMKax (DepMEHTHOI 3aMeCTHTEJIbHOW Tepamnuu
OCYIIECTBIISIIOT HEHPOXUPYPTH TIO0 MECTY TMpeObIBAHUS
nanueHTa, ToJIbKO B 1 ciiyyae MH(pY3UU OCYIIECTBIISIIOT
HETOCPEeNCTBEHHO HeBposioru. Penko (toiabko B 17%
BCEX CJIydaeB) TMPOBOAMUTCS YYeT KOJIMYECTBA IMPOKO-
0B pe3epByapa Owmaiisgd IIpy OCYIIECTBICHNU HHPY-
3UH, XOTS CIEIUATUCTBI CYUTAIOT, YTO 3TO HEOOXOIUMO
o1 MPOMUIAKTUKA  MHMEKIMOHHBIX  OCIOXHEHMUIA.
B cBOMX MHTEPBHIO Bpaun OTMEYAIOT CIIEAYIONINE HeXKe-
JlaTeJIbHbIe SIBJICHUST Tepaliui: BEHTPUKYJIUT Y 3 maiu-
€HTOB, TTOBBILIIEHUE TEMITEPATYPHI TeJia TTOCJIe BBEICHUS
y 2 ¥ TOIHOTa ¥ pBOTa y | mamueHTa. Bpauu coobmmam
TaKke, 9YTO JOBOJIBHO YacTO HapylmaeTcs rpaduk Mmpo-
BelneHUsT MHMY3uii (B 44% Bcex ciaydaes).

B kauecTBe cummntomaTdeckoit Tepanuu 62% maim-
€HTOB TIOJIy4alOT caMmble pa3Hble MPOTUBOCYIOPOXKHBIE
MperapaTbl 1 UX KOMOMHAIMK (BaJbIIPOEBYIO KUCJIOTY,
JIeBeTHpaleTaM, JIAMOTPUIKWH, TOIMpaMarT, KJIOHa3e-
nam u peHobapOUTaNT); KpOME TOrO, MPUMEHSIFOTCSI MUO-
penakcaHTBl 1 CHOTBOPHBIE CPEICTBA.

OTBevast Ha BOTIPOC, C YeM CBSI3aHbI TTO3THUE CPOKU
YCTAaHOBJIEHUSI JMAarHo3a HEWPOHAIBHOTO ILIEPOUITHOTO
nurodycliMHO3a 2-To TUTIA U TI03IHEe Ha3HaYeHue dep-
MEHTHOI 3aMEeCTUTENIbHOM Tepamuu y HaOIogaeMbIX
MMM TTAIIMEHTOB, PECTTOHACHTBI 1A OTBETHI, TIPEACTaB-
JIEHHBIE Ha puc. 4.

00cyxaeHue
ITpoBeneHHoe HaMu ucCCleqOBaHUE [OKa3alo,
YTO HEWPOHANbHBIM 1EPOUIHBIM JTUMO(GYCHUHO3

2-TO TUTIA Ha PaHHUX 9Taltax 3a001eBaHUSI JUAarHoCTu -
8
7

BO3paCT ManveHTOB

pyeTcst HemoTHOCThIO. [TallMeHThI Ha HaYaJIbHOM 3Tarle
HabJo1al0TCA MeauaTpoOM WJIM HEBPOJIOTOM amOyJia-
TOPHO B TOJUKJIWUHUKE O MECTY XKUTEJIbCTBA C pas-
JINIHBIMM IWaTHO3aMU HETeHETUYeCKON 3TUOJIOTUU,
M BpayMd 4acTO He BMIAT MEPBBIX CUMIITOMOB, Xapak-
TePHBIX IJISI 3TOro peakoro 3aboseBaHusi. Kak mpa-
BUJIO, YCTAaHABJIMBAIOT JMArHo3bl <«HE3HAUYUTEJbHAsS
3a7iepKKa PeYeBOro pa3BUTUsI», «KOTHUTUBHBIE Hapy-
IIeHUs», «IMOBeIeHUYeCKe HapylleHUs» W Ha3Hayva-
IOTCS TipernapaTthl 0e3 JoKa3aHHOUW 3(P(eKTUBHOCTU
B OTHOIIIEHWYW PeYeBBIX HapYIICHUI (3JIbKap, TIUINH,
nmaHtoraMm). [lpy mepBOM SMMIETITUYECKOM TIPUCTYIIE
yalme BCEro TalWeHT TOCIMUTATU3UPYETCsS IO CKO-
pOIi TTOMOIIIU, MPY 3TOM MPOMPUIb CTAllMOHAPa MOXET
OBITh Pa3IMYHBIM — OT TPABMATOJOTUU 10 MHOEKIM-
OHHOTO OTIEJEHUsI B 3aBUCMMOCTA OT MHEHUS Bpauva.
He BceM mammeHTaM IoCjie 3TOTO Ha3HAvyaeTcsl 3JeK-
TposHUedamorpadus, a TpoBoKaus (OTOCTUMY-
JISIe TpOBOAUTCSI TOIbKO B 1/3 ciydaeB, XOTsI OHa
Mo3Boyivyia OBl BBIIBUTH CHELU(MUUECKUNA IS Hei-
pOHAIBHOTO LIEPOMAHOIrO JUMOQyCcHnHO3a 2-TO TUIIA
(doTomapoKcu3MaabHbBIA OTBET Ha HU3KUE YaCTOTHI
doTocTUMyIAIIMU. MarHUTHO-pe30HAHCHAs TOMO-
rpadus TOJIOBHOTO MO3ra, Kak MpaBUJIO, TTPOBOIUTCS
peske BBUIY HEIOCTATOYHOM OCHAIleHHOCTH, HeI0CTa-
TOYHOTO KOJIMYECTBA KBOT, HETOTOBHOCTHU POIUTEINEH
MPOBOIUTh OOCHenOBaHNE peOEHKY IOJ HapKO30M.
CylecTByeT MPOTUBOpEUre MEXIYy MHEHUEM Bpaueii-
BKCTIEPTOB, KOTOPHIE 3asBISIOT, YTO PETMOHBI B TTOJ-
HOl Mepe obecriedeHbl TEXHWKOUW TSI AUATHOCTUKU
W TOCTYITHOCTb [T HACEJIEHUSI JTaHHBIX BUIOB MHCTPY-
MEHTAJIbHOTO O0CeqOBaHUSI HAXOAUTCS Ha BBICOKOM
YpOBHE, W peajbHOW TpakTHKoW. OYeBUAHO TaKXkKe
OTCYTCTBHME CTaHAAPTU3AIUM 3aKJIIOUEHUI TI0 Mar-
HUTHO-PE30HAHCHOMW TOMoOTpaduu TOJOBHOTO MO3Tra
" 1o 3yekTposHnedanorpadpuu. Tak, onmmcanue 3JeK-
TposHIIedaToTpaMMbl BApbUPYET OT MOAPOOHBIX IeTa-

2016 2017 2017 2018 2019 2019 2019 2019 2019 2020 2020 2020 2020

Tonbl

==@==Bo3pacT HazHaueHNsI DP3T ==@==Bo3pact Hauasa 3T

Puc. 3. IunamMuka oxKuaaHus (hepMEHTHON 3aMeCTUTEJIbHOM Tepanuu ¢ AaThl Ha3HaYeHus1. CocTaB/IeHO aBTOPAMM.
Fig. 3. Dynamics of waiting to receive of enzyme replacement therapy from the date of appointment. Compiled by the authors
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JIEU IO TPOCTOro YITIOMUHAHMS 00 OTCYTCTBUM STHJIET -
tudopmMHO akTUBHOCTU. HempaBuiibHasi TpakToBKa
MOJIYYEHHBIX JaHHBIX MarHUTHO-PE30HAHCHOW TOMO-
rpa¢pun (B YAaCTHOCTU, OIMCAHUE aTPOPUUYECKUX
U3MEHEHUI B MO3Te) MPUBOIUT K yTpaTe crielupuie-
CKUX CUMIITOMOB 3a00JieBaHUSI U K 3aJepKKe Mmocra-
HOBKHU auarHo3a. MakTU4ecKu MpH MOCTAHOBKE AUa-
rHO3a HEWPOHAJIBHOIO ILIEPOUTHOTO JUTMOPYCIIMHO3a
2-ro TWUIa Bpauyud OPUEHTHUPYIOTCS Ha KIMHUYECKYIO
KapTUHY W JaHHbIE TEHETUUYEeCKUX HCCAeIOBaHUM.
JIoBOJIBHO 4YacToO HE TIPOBOJAUTCSI MarHUTHO-PEe30-
HaHCHasi Tomorpadusi TOJOBHOTO MO3ra TMOBTOPHO
yepe3 OIpeneeHHOe BpeMs, XOTS 3TO UcCieaoBa-
HUE B AMHAMMKE NAaeT YEeTKYI KapTUHY HapacTaHUs
aTpoUUYecCKUX HU3MEHEeHUN, OCOOEHHO 3aMEeTHBIX
B MO3XeuKe.

HecMoTpss Ha TO3UTMBHYIO AWHAMWKY B TIOCJEHI-
HUE TOIBI, Bpa4l CYMUTAIOT, YTO MHMOPMUPOBAHHOCTH
HEBPOJIOTOB O 3a00JieBaHUM HAXOOUTCS Ha HeaocTa-
TOYHOM ypoBHe. He Bce permoHbl MOTYT OBITH B 10CTa-
TOYHOW Mepe OCBEAOMJIEHBI O IOCTYMHOCTU TMpPO-
rpaMMbl OMOXMMUYECKON nuarHocTuku. OnipeneneHue
aKTUBHOCTU (epMeHTa MPOBOAUTCS B JlabopaTopuu
HacJIeJCTBEHHBIX OoJie3Hell ooMeHa BemlectB PTBHY
«MenuKo-TeHeTUUeCKUIT HayYHBIH LIEHTP WM. aKaje-
muka H.I1. BoukoBa». /locTaBka 1 uccienoBaHue Mpo-
BOJSITCSI OECTJIaTHO ISl TTalMeHTa W MEIUIIMHCKOTO
yupexjaeHus. He3HaHue 3TOro npuBOAUT K TOMY,
YTO POAMTENISAIM TIpeajiaraeTcst MpoOUTH HCCeq0BaHNe
IUIaTHO, OTIpaBKa OumomaTrepuanga KypbepcKOM CIyX-
00if MHOrAa OrulayMBaeTCsl OTHEJIbHO 3a CYeT Jieueo-
HoOro yupexnaeHusi. Huzkasi ocBemOMIEHHOCTb O HeEli-

YZ[OBJ'ICTBODI/ITGJ'[LHOG CaMOYyBCTBUE MallMC€HTa

YnaneHHOCTh MecTa MPOXKMBaHUA NMallUCHTa
OT JIUArHOCTUYECCKOIO HEHTpPa

Orpanuuenust Covid19

HerotoBHOCTH pOle/lTCJ'ICI?I

HeﬂOCTyHHOCTb TEHETUYECKOUN TUAaTHOCTUKU

HecneunduaHocth cuMmnromaTuk/ KoMopouaHoCTh

OTCyTCTBI/Ie JTAHHBIX O OECTIATHOCTU TMarHOCTUKHU

Huskas nHdopMUpoBaHHOCTH Bpaveii

0%

OPUINMHAJIbBHbBIE CTATbU

POHAJIbHOM ILEPOUJAHOM JUMO(PYCIMHO3e 2-TO THUTa
KacaeTcss He TOJIbKO HEBPOJOTOB, HO M T€HETHKOB,
a TaKKe CTIelMaJTucTOB MAarHUTHO-PE30HAHCHO TOMO-
rpaduu B 4aCTU KOPPEKTHOM MHTEPIpPETALIMU PE3YThb-
TaToOB OOCIIEOBAHUS.

B wumeanpbHOM BapuaHTe TIAallMeHT C BBISBIEH-
HBbIM HEWPOHATbHBIM LEPOUIHBIM JTUMODYCIIUHO30M
2-Tro THUTIA TOJIKEH OBITh Cpa3y HarpaBJieH B CTIIel[Aaiv-
3UPOBAHHBIN BKCTEPTHBIN IIeHTP/IEHTPBl U TiepBast
KOHCYJIbTAIU TTOCJIe YCTAaHOBJIEHUST IUarHo3a TOKHa
MPOBOAUTLCS BPAauyoOM, KOTOPBII MMEET OITBIT PabOThI
¢ takumu aetbmu [3]. Pomurtenu mOJKHBI MOJYYUTh
MOJIHYI0O WH(MOpPMaLMIO IO 3a00JIeBaHUIO, a MYJb-
TUANCHUIUIMHAPHAS KOMaHIa CIEeUNaIucTOB OyIeT
HaOJII0AaTh U JICYUTh 3TOTO MAallMeHTa B JaJbHEIIEM.
V Hac B cTpaHe eCTh OTAeJIbHBIE Bpauyl, KOTOPbIe MOTYT
nmpohecCUOHATbHO OIEHUTh COCTOSTHUE TIalieHTa,
MpoBeCTH Oeceny U OCYIIECTBUTh (DEPMEHTHYIO 3aMe-
CTUTENbHYIO Tepanuio. Ho MyJbTUAMCIHUTUTMHAPHBIMA
MOJIXOJ OCYIIECTBUM TIOKa TOJBKO Ha ypoBHe (eme-
panbHBIX IeHTPOB (Poccuiickas neTckast KIMHUYeCKast
0oJbHMIIA) U KPYTHBIX 00JbHUIL (MOCKOBCKO# ropoj-
CKOW JeTCKOW KJIMHMYecKOoi OonpHMIbI). Llemoct-
HbIi W MYyJIbTUAUCHUTUIMHAPHBIA TIOAXOA JTOJIKEH
MPUMEHSTbCI K MalMeHTaM ¢ HeWpOHaJbHBIM IIepPO-
UIHBIM JIMMOMYCUMHO30M 2-TO TUMa Be3ae, Tae 3TO
Bo3MOxXHO [3]. BaxkHa Takke sMolLIMOHaJIbHAas U TICH-
XOJIOTMYecKas ToAepXKa ceMeil, B TOM 4HcClie TPo-
deccroHaIbHas.

Henocrarouno vacto mucnonbdyercs Illkama kmuHuU-
YeCKOI OLIEHKM HEeMPOHAJILHOTO LIEPOVITHOTO JIUITO(pYC-
1MHO3a 2-ro Thna (Tabs. 3), KoTopasi mpocTa B IIpoBee-

el 3%

e 3%

. 5%

s (3%

I (3%

e 5%

I 5%

I 35%

5% 10% 15% 20% 25% 30% 35% 40%

Puc. 4. OrBeTbl Bpayeil HA BONPOC O NMPUYMHAX TO3/HEN JUATHOCTHKH HEHPOHAIBLHOTO IEPOMIHOro JMNMOGyCIHHO3a 2-T0 THNA
U MO3/IHEr0 OCYIIECTBIeHHs (DePMEHTHOI 3aMeCTHTEIbHOM Tepanuu (MPOIEHT OT 00Iero yucia oreeroB). CocTaB/ieHO ABTOPAMH.
Fig. 4. Doctors’ answers to the question about the reasons for the late diagnosis of neuronal ceroid lipofuscinosis type 2 and the late
implementation of enzyme replacement therapy (percentage of the total number of answers). Compiled by the authors
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benoycosa E.JI. u coagm. AHATIM3 TPYITHOCTEI AMATHOCTUKY Y TTALIMEHTOB C HEMPOHAIBbHBIM LIEPOMIHBIM JMTTO(YCLIMHO30M, THI 2

Tabauya 3. 11Ikana KIMHAYECKO# OLEHKH JABIKEHNS ¥ PEYH MPH 3200.,1eBAHUH HEHPOHAIBHBIM IIEPOUIHOM JIMTIO(YCIMHO30M 2-T0 THNIA
Table 3. Scale for the clinical assessment of movement and speech in neuronal ceroid lipofuscinosis type 2

Ouenka
Oo6aacthb onucanue
0aJLIBL

3 AOCOIOTHO HOpMaJIbHas TToxoaKa. Het BeIpakeHHOI aTaKCUU WJIW TTaTOJIOTH-
YECKMX MaJeHUMn
MoOXKeT XOIUTh CAMOCTOSITEIIEHO, OTIpenesieMast ClIOCOOHOCTBIO XOIUTh

2 0e3 nonaepxkku Ha 10 maroB. SIBHast HECTAOMIBLHOCTh, MOTYT OBITh MIEPUOANYE-

Moropuka CKUE NageHus

| TpebyeTcst CTOpOHHSISI TOMOIIB JIJIs1 XOAbObI MJIM BO3MOXHO TOJIBKO MepeMelie-
HUE TT0JI3KOM

0 HeBo3MOXHOCTb MepeIBUraThCs

3 OueBuaHO HOpMaJibHas peub. [ToHaTHAst 1 COOTBETCTBYET Bo3pacTty. [Toka
HE OTMEYEHO CHUXKEHUE peyeBOi (DyHKIIMU
VYnaetcst onpeaeuTb HCHOPMaJIbHOCTh PEYr: HEKOTOPHIE CJIOBA MOHSTHBI,
MaIeHT MOXeT (hOPMUPOBATH KOPOTKHUE MPEIOKEHUS TSI TIepeaaan

Peus 2 TMOHSTHUI, 3aIIPOCOB WJIM MTOTPEOHOCTENM. DTa OlIeHKA 03HAYaeT CHUXKEHUE

CITIOCOOHOCTH 1O CPAaBHEHUIO C MPEAbIIYIIIUM YPOBHEM (OT MHAWBUIYATBHOTO
MaKCUMyMa, JOCTUTHYTOTO PeOEHKOM)

1 EnBa paznuuumasi peub. HeCKoJIbKO MOHSTHBIX CJIOB

0 HeT noHSTHBIX CJI0B WK 3ByKOOOPa30BaHUSL

HUU ¥ TTO3BOJISIET OLIEHUTH TMHAMUKY HEBPOJIOTHYECKOTO
cTaTyca MalyeHTa, B TOM YHUCJe TIpU TTOJIydeHuHn Gep-
MEHTHOI 3aMecTuUTebHON Teparmu. ILllkama kKimHWYe-
CKOIl OlIEHKM HEWPOHATBHOTO IEPOMIHOTO JUITOMYyC-
1IMHO3a 2-TO TUIa pa3paboTaHa Ha ocHoBe ['amOyprckoii
IIKaJIbl OIEHKU MO3IHETO MH(MAHTUILHOTO HEMpOHAb-
HOTO 1epounHoro nunodycunHosa. CraHmapTU30BaH-
HYIO CHUCTEMY OLIEHKM MOXHO TPUMEHSTh ST TTOJY-
YEeHWSI KOJIMYECTBEHHOM OLIEHKU TMPOTPecCUpPOBaHUS
3a00J1eBaHUSI B MOMEHT TTOCTAHOBKY JMATHO3a U C LEJIbI0
KOHTpOJIST yracaHusl (QYHKIIMIA ¢ TeUeHUeM BpeMeHHU [7].
B mkasne BBIIEAAIOTCS 2 IEPBUYHBIX KPUTEPUST — IBUTA-
TeJabHas QYHKIWS U pedb, TOTIOJTHUTETBHO MOXKHO Olle-
HUBATh ellle 2 BCIIOMOTaTeIbHBIX KPUTEPUSI — CYIOPOTH
U OCTPOTY 3PEHMSI.

Kaxnast ¢dyHKIIMOHaNIbHAs 00JIaCTh OIIEHUBAETCS
no mkajge ot 3 (Hopma) no 0 GayutoB (TOJTHOE Hapylle-
Hue ¢yHkuuu) [7]. Camblil BBICOKWI OaJlJ1 TIpU OLIEHKE
MOTOPHOI U peueBoi yHKuMit — 6 [7]. s oTcnexu-
BaHUsI TPOTPECCUPOBaHUS 3a00JIeBaHUSI, KPOME ITOM
IIKaJIbl, HEOOXOIMMO MCIOJIb30BaTh MTOBTOPHBIEC 3alTUCH
9JIeKTposHIIeaTorpadur, JTHEBHUKU  OIMJIETITHYE-
CKHUX TIPUCTYIIOB, OCMOTp OKYJIMCTa, TOBTOPHBIE Mar-
HUTHO-PE30HAHCHBIE TOMOTPAMMBI M OLIEHKY KOTHU-
TUBHBIX (DYHKIIUI TTO COOTBETCTBYIOIIMM IIKajaM | pa3
B 6—12 mec [3].

JlmuTebHAsT TTaTOTeHeTUYecKast Teparus epIuoHa-
3011 aib(a TakkKe MOJKHA MPOBOIUTHCS OMBITHOM M KBa-
JUGULIMPOBaHHON KoMaHol Bpadeii [8]. [Tpermapar B PO
He 3aperrMCTPUpOBaH, TPUMEHSIETCS TI0 CIelUaTbHOMY
paspemeHio M3 P®D mocsie MoioXUTETbHOTO 3aKiToue-
HUS KoHcwiamyMma (enepaibHoro neHrtpa. Ciemyer obpa-
aTh BHUMaHWE Ha COOJIOJEHWE WHTEPBAJIOB MEXIY
MHODY3USIMA ¥ HETOYCTUMOCTh TIEPEPBIBOB B Teparvu,

TaK KaK HapylleHue pexXuma JIeYeHUsI COMPOBOXKIAETCS
MOTEHIMATbHBIM PUCKOM YXYIILIEHUSI COCTOSIHUS TIall-
€HTa W TIPOTrPECCUPOBAHUSI CUMIITOMOB HEMPOHAIBHOTO
HepouaHOro JuIodycinHo3a 2-ro tumna. OCHOBHBIM KT -
HUYECKM 3HAYMMbBIM TTOOOYHBIM 3(heKTOM (hepMEHTHO
3aMECTUTEJIbHON Teparuu sBISIIOTCS  OaKTepualibHbIe
MEHUHTUTBI, BEHTPUKYJIUTHI TTOTOMY BOIIPOCHI aCENTUKU
MPU MHTpaTEeKaJIbHOM BBEACHUM Mperapara ype3BbluaiftHO
BaxKHBI. Teparust ocyecTBIsIeTCsI TOXKU3HEHHO, TTO3TOMY
TaK BaKHBI pa3/IMYHbIE aCTIEKThI €€ Oe30MaCHOCTH 1 aJleK-
BaTHOM1 OLIeHKM ee 3 (HEeKTUBHOCTH.

BbiBoAbI

1. DddexTuBHOCTh (EPMEHTHOI 3aMeCTUTETbHOI
Tepanuy TPy HEUPOHATBLHOM IIEPOMIHOM JIMTIO(DYCIIU-
HO3€ 2-TO TWIIa B 3HAYMTEJIBHOU Mepe OIpenelIsieTcs ee
paHHUM HayvajoM.

2. Jlnsg paHHero Havajna (hepMEHTHOM 3aMeCTUTEIb-
HOI1 Tepanu HeoOXoanMa MH(GOOPMUPOBAHHOCTD Bpayeii
(TrleqmaTpoB, HEBPOJIOTOB, TEHETUKOB) KaK O caMOM 3a00-
JIeBaHUU, TaK M COBPEMEHHBIX METOJIAX €ro JUarHoc-
TiKU. OnpeaesieHre aKTUBHOCTH (hepMeHTa TTPOBOIUTCS
OecIJIaTHO METOJIOM «CYXOTO TIITHa», WU OTBET Oyner
noJryyeH ObicTpo. Heobxoammoe ycioBue st odbecreve-
HUST (PepMEHTHOI 3aMECTUTENIEHOM Teparmueil U TeHeTu -
YecKoe TeCTUPOBaHME.

3. InarHo3 HEPOHAIBLHOTO 1IEPOUTHOTO JIUTTODYCII-
HO3a 2-TO THIa HY>KHO TIPEIIOIOXHUTD Y JII0OOTo pebeHKa
C 3alepKKOM pEeUueBOTO Pa3BUTHS, €CJIM Y HETO pa3BUBa-
eTCSl HEeCIPOBOLIMPOBAHHBIN SMUICITUUECKUI TIPUCTYII,
MOTYT TaKKe BOZHUKATh (heOPUITbHBIE CYTOPOTH.

4. JwnHamMmnyeckoe HaOmoneHue pebeHKa ¢ aua-
THO30M HEWPOHAIBHOTO LIEPOUIHOTO JHUIOMYCIIMHO3a
2-TO TWMa, OCYIIECTBIeHUEe (hepPMEHTHOM 3aMeCTUTEb-
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KimHuKO-reHeTHYECKHE BAPUAHTDI EPBUYHOM UJIUAPHOM JUCKUHE3HUH Y JeTei

A.A. Hosak, 10.JI. Mu3sepruurui

OCIN «Hay4yHO-mccnenoBaTeNnbCkUn KNMHNYECKUIA MHCTUTYT NeAMaTPUN N AETCKOM XMPYPrm
M. akagemuka tO.E. Benbtuwesa» @ra0y BO PHUMY um. H.U. Muporosa MuHagpasa Poccuun, Mocksa, Poccus

Clinical and genetic spectrum of primary ciliary dyskinesia in children

A.A. Novak, Yu.L. Mizernitskiy

Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery, Pirogov Russian National Research Medical
University, Moscow, Russia

IlepBuunas umimapHasi AMCKUHE3Usl — peAKasi TeHeTHYeCKH JeTePMUHUPOBAHHASI NMATOJIOTHS, NPUBOAALIAS K XPOHUYECKOMY
BOCIAJIMTEIbHOMY MOPAKEHHIO PECTIMPATOPHOTO TPAKTA, OPTaHOB CIyXa M HapyueHuo ¢epruiabHoii pynkuuu. B craTee npen-
CTaBJIeHbI MpeJBapuTe/bHbIe Pe3yJbTAaThl MPOBOAUMOrO B KIMHMKE MCCJIEAOBAHUS, HANPABJIEHHOIO HA BO3MOXKHOCTb MPOTHO-
3UPOBAHUS KJIMHHYECKOTO TedeHHsl 3200JIeBaHUS B 3aBHCHMOCTH OT reHeTHYeCKHX BAPUAHTOB 3200JeBaHMA. DTO MO3BOJSAET
NpPH CBOEBPEMEHHOI TMATHOCTHKE NMEPCOHAIM3UPOBATH MOAXO0/ K JIECYEHHIO JeTeil ¢ TAKUM HHBAIMIN3UPYIOMIUM 3200]IeBAaHUEM,
KaK NepBUYHAS HUIMAPHAS AUCKUHE3HUS.

Lenp uccnenosanus. Onpenesnenne KIMHUKO-TeHeTHYECKUX BADUAHTOB NMEPBHYHON HUINAPHOI JUCKUHE3NH U BbIsIBJIEHHE 3aKOHO-
MepHocTeil pa3sBuTHA 3200/1eBaHusL.

Marepuans u MeToabl. B uccienosanue Bmouens! aetu oT () 10 18 et ¢ nedexrom nummapHoro anmnapara, BepuuIupoBaHHBIM
NOCPEACTBOM AHAJIM3A MOJBMKHOCTH PECHUYEK NMIMAPHOTO SMUTENUS CIM3UCTON 000I0UKH JbIXATEJIbHBIX MyTel W Mpole UM
HCCJIe0BAHHE IK30MA.

Pe3yabrarsl. BoisiBlieHbI XapaKTepHble 3aKOHOMEPHOCTH NMOPAKEHHsI OPTAHOB MUILIEHel, mpeodiajaonue B Ipymnmne AeTeil ¢ Hapy-
menneM (hakTopa cOOPKH LMIIMH, 2 TAKXKE B IPyIIe JeTeil ¢ IopaKeHueM AUHEMHOBBIX pyYeK.

3akmouenne. [IpoBesenne reHeTHYECKOro 00CIe0BAHMS Y AeTeil C MOA03PEHNEM HA MEPBHYHYI0 HITNAPHYIO TMCKUHE3NIO AKTy-
AJIbHO C LeJIbIO He TOJIbKO MOATBEPKAeHUs 3200/1eBaHUs, HO ¥ TIPOTHO3UPOBAHKS €T0 TeYEHHs.

Karoueesvte caosa: demu, nepeuHas yuAUapHas OUCKUHe3Us, KAUHUKO-2eHemuyeckue sapuanmolt, cunopom Kapmaeenepa, oopammuoe
DPACRON0JICEHUE BHYMPEHHUX OP2AHO8, MY20YXOCb.

Ansa untmpoBaums: Hosak A.A., MusepHuukuii F0.J1. KnuHuko-reHeTndeckme BapuaHTbl MNepBUYHON LMINaPHOW ANCKUHE3UN Y AeTeu.
Poc BecTH nepuHaton n neaunatp 2023; 68:(1): 39-38. DOI: 10.21508/1027-4065-2023-68—-1-39-38

Primary ciliary dyskinesia is a rare genetically determined pathology that leads to chronic inflammatory damage to the respira-
tory tract, hearing organs and impaired fertility. This article presents the preliminary results of a study conducted in the clinic
aimed at the possibility of predicting the clinical course of the disease depending on the genetic variants of the disease, which
enables, with timely diagnosis, personalizing the approach to the treatment of children with such a disabling disease as primary
ciliary dyskinesia.

Purpose. To determine the clinical and genetic variants of primary ciliary dyskinesia, and to identify patterns of disease development.
Material and methods. The study included children from 0 to 18 years old with a verified defect of the ciliary apparatus, by analyzing
the mobility of the cilia of the ciliary epithelium of the mucous membrane of the respiratory tract, and who underwent a next genera-
tion sequencing exome study.

Results. The study revealed characteristic patterns of target organ damage, prevailing in a group of children with impaired cilia
assembly factor, as well as in a group of children with damaged dynein arms.

Conclusion. Thus, conducting a genetic examination in children with suspected primary ciliary dyskinesia is relevant not only to con-
firm the disease, but also to predict the course of the disease.

Key words: children, primary ciliary dyskinesia, clinical genetic variants, Kartagener’s syndrome, reverse position of internal organs,
hearing loss.

For citation: Novak A.A., Mizernitskiy Yu.L. Clinical and genetic spectrum of primary ciliary dyskinesia in children. Ros Vestn Perinatol i Pediatr
2023; 68:(1): 39-38 (in Russ.). DOI: 10.21508/1027-4065-2023-68—-1-39-38
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TUKW CIIEPMATO30UI0B, BOPCUHBI (HAJITIOMUEBBIX TPYO,
BMEHINMBI XeJIYIOUYKOB M JIp.), TPUBOASAIINI K Hapy-
IIeHWI0 WX JBUTaTeJdbHOW (yHKuMU. I[lepBUuHasa
HUJIMapHas JUCKWUHE3WsT XapaKTepU3yeTcs TopaxKe-
HHUEM BCEX OTIEJIOB PECITMPATOPHOTO TpaKTa ¢ hopMU-
pOBaHMEM XPOHUIECKOTO BOCTIAJTUTEILHOTO TIpollecca,
a Takxke HapyuieHueM depTuibHOCTH (Oecruionue,
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MPEeUMYIIECTBEHHO MYXKCKOe, BJKTOoNHUYeckue Oepe-
MEHHOCTHU y XkeHIrH). Oxoio 50% TmammeHToB ¢ Tep-
BAYHOW UMIWAPHOW MOUCKUHE3UEW UMEIOT TOJTHOE
WIN HETIOJIHOe 00paTHOE pacCITOJIOXKEHUE BHYTPEHHUX
opraHos [1-3].

IMepBuuHast nuIMapHast IUCKUHE3UST — peaKoe 3a00-
JIeBaHUE, PACIIPOCTPAHEHHOCTb KOTOPOTO KOJehyieTcs
or 1:2200 mo 1:60 000. Iupoxwuii pa3dpoc JaHHOIO
MoKa3aTesisi MOXET ObITh OOYCIIOBJIEH KaK pasIMuusIMU
B KPUTEPUSIX JUATHOCTUKU Y TEXHUYECKUMU acIeKTaMU
ero pacyera, Tak W TOMYJSIIMOHHBIMU OCOOEHHOCTSIMU
(reorpacuveckoil JIOKalu3alueil pasIuvyHbIX BUIOB
MyTallMi, 9aCTOTO KPOBHOPOICTBEHHBIX OPaKoOB U T.1.).
Tak, cpenyt eBpOMENCKUX CTpaH caMasl BbICOKasl pac-
npoctpaHeHHoCTh Ha Kumpe, 1:9000, a camast Hu3Kast —
B Octonuu u boyrrapun, 1:60 000 geteit [2].

B ximHUYecKOl KapTUHE y MallMeHTOB C TePBUY-
HOM LIUJIMapHOW TUCKUHE3Wel Ha MePBHIiA TJIaH BHICTY-
naeT paHHsIsI MaHUGeECTalusi CUMIITOMOB TOTaJILHOTO
MOpaXXeHUsT PecIUpaTOpHON cHUCTeMbl. TUMMWYHbBIE
MaToJIOTUYeCKUe TIPOSIBIICHUS: BIIAXHBINA  Kallleslb
C THOWHOW MOKpPOTOM, sipKasi KapThuHa (hU3UKaJTbHBIX
U3MEHEHMI B BUJIE MHOXECTBA PACCEeIHHBIX pa3HOKa-
JIMOEPHBIX XPUTIOB B JIETKUX, JbIXaTeJIbHasi HeIO0CTa-
TOYHOCTb, PEUWAUBUPYIOUINI XapakTep WHGHEKINA
BEPXHUX M HIKHMX JBIXaTeJIbHBIX TyTeil, O6eCroKos-
KX yXe ¢ MEePBBIX CYTOK XU3HU. B yacTHOCTH, paH-
HUM TIPOSIBJIEHUEM TIEPBUYHOM IMIMAPHON ITUCKH-
HE3UU MOXET OBbITh HEOHATaJIbHBIN peCcCTMpaTOPHBIN
NUCTpecc-CUHAPOM HesicHoro reHesa [3, 4]. CrerneHb
TSKECTH W MPOSIBJICHUST HJAHHOTO HapyIIeHWS MOTYT
BapbUpOBaTh OT TPAH3UTOPHOIO TAXUITHOD, HAUYM-
HaIIErocsi BCKOpPE IIOCJe POXAEHUS U CaMOCTOSI-
TEeJIbHO pa3pelIamlrerocsd B TedeHue 5—7 qHel, BIJIOTh
IO IUJIMTEJIbHOW KMCIOPOI03aBUCHUMOCTU B TeUeHUE
HecKoJIbKUX Henenb [4]. [lepBbIM mposiBieHUEM, yKa-
3BIBAIONIMM Ha HaJW4YWe MEePBUIHON HUIUAPHON TUC-
KWHE3UM B HEOHATaJIbHOM TEPHOIE, MOXKET CIYXKUTh
TaKKe ITHEBMOHMS WJIM THEeBMOTOpakc [5].

961m

OPUINMHAJIbBHbBIE CTATbU

B HacTostiiee BpeMst HET IMHOTO METOJa — <«30J10-
TOrO CTaHAapTa» AUATCHOCTUKKM MEPBUYHON LIMJIMAPHON
MUCKUHE3WM, IMarHo3 YCTaHaBJIMBaeTCsl Ha OCHOBa-
HUM XapaKTepHO# KIMHUYECKOW KapTWUHBI B COUYeTaHUN
C pe3yabTaTaMy CHeUUAIbHBIX MCCIeN0BaHUN, K KOTO-
PBIM OTHOCSITCSI CJISYIOIIME:

— OIIEHKa YPOBHS OKCH/IA a30Ta B BbIIIXaEMOM BO3-
nyxe [6];

— OLIEHKAa TIOABMXKHOCTU LWJIMAPHOTO SIUTEUS
MyTeM BBICOKOCKOPOCTHOTO BMJI€0ACCUCTUPOBAHHOTO
MUKPOCKOTIMYECKOTO aHaJn3a, TPU KOTOPOM aHaJIM3U-
pyeTCcsl yacToTa 1 MaTTepH OMEeHMsT peCHUYEK B Ouorirare
W3 TIOJIOCTY HOca uiau 6poHxa [7];

— BJIEKTPOHHAs MUKPOCKOITUSI OMOoNTaTa U3 MOJOCTH
Hoca i OpoHxa Jnbo criepmMaTo3oua (IJIsl BbISIBIEHUS
aHoOMaJMii ux crpoeHust) [8];

— BBICOKOTO pa3pelieHuss UMMYHOMIyOpeCIIeHTHbII
aHaJIN3 HUJIMAPHOTO IruTenus [9];

— MEIMKO-TeHEeTUYeCKoe 00cieToBaHue.

BBuay TpynHocTeit B moaxojie K IMarHOCTUKE U CYyOb-
eKTUBHOCTM METONOB BepuduKauuu 3a00JeBaHuUs,
OTCYTCTBUSI CTAHIAPTU3MPOBAHHBIX KPUTEPHUEB IOCTA-
HOBKH JIMarHo3a, 0COOEHHO TP TMOJYyYeHUU TTOrpaHnyd-
HBIX 3HAYEHMI 0O0CJIeNoBaHUSI, UMEHHO MOJIEKYJSIPHO-
TEHEeTUYEeCKUE METOIbl  TOCTETIEHHO MpPUOOpeTaT
pemiatoiiee 3HaueHUWE B BepuUKALMU JUarHo3a IMep-
BUYHON LIMJIMAPHOW TUCKUHE3UMU.

B Hacrosiiiee Bpemsi MyTallMu, BbI3bIBAIOIIME Tep-
BUYHYIO LIMJIMAPHYIO TMCKUHE3UIO, NISHTU(ULINPOBAHBI
B 47 renax. /laHHBIe MyTallMM BO3MOXKHO CTPYHIITHMPO-
BaTh IO TEM CTPYKTYpaM, KOTOpPbIe OHU KOAUPYIOT, JIMOO
o mpoleccaMm cOopku 1mmwimn. Takum oOpa3oM, BEIIE-
JISIIOT MYTallMM B TeHaX, KOAUPYIOIIMX OEJKU TMHEUMHO-
BBIX py4YeK, paauajbHBIX CITHII, IIEHTPaJIbHOTO arapara,
HEKCHMHOBBIX CBSI30K (CM. PUCYHOK), U O€JIKU, 00YyCIOB-
JINBAIOIIIMEe HOPMaJIbHYIO COOPKY pECHUYEK.

JIMHEeHOBBIE PYYKN B ITOABMKHBIX peCHUYKAX IPEI-
CTaBJISIIOT COOOI IBYIJIaBble CTPYKTYPHI, CoIepKaliue
nBe Tsekesble nenu auHenHa (DHC), y u B, a Takke aBe

Pucynok. CTpyKTypa akcoHeMbl peCHHYKH B HOpMe (IUT. 1o [2]).
1 — MukpoTpy00uKM A; 2 — MEKPOTPYOOuKH B; 3 — nenrpanbnas napa; 4 — 000J109Ka HEHTPAILHOI NAPBI; 5 — HEK-
CHHOBAsI CBSI3Ka; 6 — panuaibHasi CiMIa; 7 — HAPYKHbIE JUHEMHOBbIE PYYKH; 8 — BHYTpPeHHUE THHEHHOBbIE PYYKH.

Figure. Structure diagram of the axoneme of cilia [2].

1 — microtubules A; 2 — microtubules B; 3 — central pair; 4 — covering of central pair; 5 — nexin link; 6 — radial

spoke; 7 — outer dynein arms; 8 — inner dynein arms.
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npoMexyTtouHble jerkue menu [10]. B sanutenuanbHbIX
KJIETKaX, BBICTUJIAIONIMX JblxaTesabHble myTtH, y-DHC
komupyetcst Tonbko DNAHS5 (Dynein Axonemal Heavy
Chain), Torna xak B-DHC komupyetcsi omHUM U3 IBYX
reHoB. DNAH11 win DNAHY. BHemHue TWHEWMHOBBIE
pyuku (ODA), conmepxaiiue TSDKeTylo 1elb aKCOHEMBbI
nuHenHa 11 B-DHC (xomupyemyio reHom DNAHII),
MPUCYTCTBYIOT B MPOKCUMaIbHOU yacT pecHruuek (ODA
tan 1), B TO BpeMsl KakK BHEUIHUE TUHEWHOBBIE PYYKH,
colepxXalle TsOKeJNyr 1elb aKCOHeMbl JuHeuHa 9
(konupyemyio reHom DNAHY), NpuUCTbIKOBaHBI K JUC-
TanbHO vactu pecHudyek (ODA Tum 2) [11]. U3 atnx
TpeX BapMaHTOB MyTalluii TMHeWHa BapuaHThl B DNAHS
BBI3bIBAIOT CaMble TSDKEJble W3MEHEHMSI B TaTTepHax
OveHUsI pecCHUYEK, B TO BpeMsi Kak myrauuu B DNAHY
MIPUBONAT K caMbIM MSATKMM u3MeHeHusM [12]. Pec-
HUYKU PECTTUPATOPHBIX MUTEINATBHBIX KJIETOK Y Mallk-
eHTOB ¢ MyTanusiMu B DNAHS5 n1Go HenmoaABUKHbI, JIMOO
UMEIOT HU3KYIO aKTUBHOCTH [13]. Myraunu B DNAHI11,
Hao000pPOT, TOJILKO CHUXAIOT aMIUTUTYAy OMeHUI pecHU-
yek W yBeaumuuBaroT ux yactory [14]. [Ipu stom myra-
uuu DNAH9 xapakTepusyloTcsl M3MEeHEHUueM u3ruda
NUCTAJIbHOW 4YacTh pecHUYeK 0e3 0co0Ooro BIMSIHUS
Ha xapakTtep ux oueHwus [12].

HccnenoBaHue KIETOK PECNUPATOPHOTO STUTETUS
C TIOMOILBIO TIPOCBEYMBAIOLIEH 3JEKTPOHHONM MUKPO-
cKonuu 1mokasajo, 4To ODA oTCyTCTBYIOT ITO Beeit ITHe
pEeCHMYEK y TAllMEeHTOB C MyTalusMu B reHe DNAHS,
a npu mytauuu B DNAH9 — TOJIbKO B TUCTAJIBHOM YacTH
pecanuex [12, 13]. B ciygae myrauwmit B DNAH 11 yinb-
TpacTpykTypHble aedektsl ODA He Moryr ObITh OOHa-
PYKEHBI C MOMOIIBIO KJIACCUYECKOW MPOCBEUMBAKOLIECH
9JIEKTPOHHOI Mukpockonuu [15]. PecHuukm ¢ otcyT-
CTBYIOIIMMU WM YKopouyeHHbIMM ODA Takxke ciy-
JKaT XapaKTepHbIM TMPU3HAKOM TEPBUYHON LIMIMAPHOM
NUCKWUHE3UU, BbI3BAHHON MyTauusiMu B reHax DNAIT
(Dynein Axonemal Intermediate Chain) u DNAI2[16].

CteikoBouHBle Oenku ¢ muHemHoM ODA pacripe-
NeJIeHbl PETYJIIpPHO, Kaxable 24 HM, BIOJb HapyKHBIX
MMKPOTPYOOUeK Ty0JIeTOB, 3a UCKITIOUYEHUEM JIUCTATbHOTO
KOHI1a pecHUYKH [17]. B mpukperjieHnun BHEITHUX TUHEU -
HOBBIX py4eK K MUKpPOTpyOOUKaM ydyacTByeT Habop Oe-
KOB, 00pa3ylollNX CTHIKOBOUHBIM KOMIUIeKc. MyTtaiuu
B T€Hax, KOAWPYIOIINX CYObeAMHUIIBI CTBIKOBOYHOTO KOM-
ekca ODA, npuBoasT K cOOpKe peCHUYEK, JUIIEHHBIX
ODA. [To1HO3K30MHOE WJIH TTOJTHOTEHOMHOE CEeKBEHUPO-
BaHue oopasioB JIHK, mosydeHHbIX OT TTAaLIMEHTOB ¢ TIep-
BUYHOW LWJIMApPHOW IMCKMHE3UEH, Y KOTOPBIX HCKIIIO-
yuTeabHO OTCYTCTBYIOT ODA, BBISIBWIO Cpeiau MpoYyero
MyTallMy ¢ ToTepeil (yHKIIMU B CJIEAYIOIIMX JIOKYyCax:
CCDC114, CCDCI51, ARMC4w TTC25(18, 19].

MMmyHOGIyopecieHTHbIE McClieoOBaHus TTOKa3allu,
YTO B KJIETKAX PECIIUPATOPHOTO SITUTEIUST OCJIKU, KOIM-
pyeMble 3TUMHU TeHaMU, JIOKAJIU3YIOTCS B aKCOHeMax
pecHuueK. MyTtaiuu ¢ norepeit GyHKIIMKA BO BCeX Iepe-
YUCJIEHHBIX JIOKYyCaX UMEIOT CXOAHbIe (hbeHOTUTTUYECKHE
npusHaku. McciienoBaHus ¢ MOMOIIBIO BBICOKOCKOPOCT-

HOH BUIE0ACCUCTUPOBAHHON MUKPOCKOIWM TTOKa3aju,
YTO PEeCHWYKM, KaK TMpaBUJIO, HETIOABUKHBI WU PEIKO
NEMOHCTPUPYIOT OCTAaTOYHbIE TTOJACPTUBAHMSI.

B Gosbliiom mpoliegHTe ciiydyaeB y JIofei, cTpagatoniix
NEPBUYHOM UWJIMAPHOM JUCKWHE3UEH, XapaKTepu3ylo-
1elicss OTCYTCTBUEM Hapy>KHbBIX M BHYTPEHHUX JMHEWHO-
BbIX py4yeK (110 JaHHBIM MPOCBEUMBAIOIICH 3J€KTPOHHOM
MMKPOCKOITMU), TEHETUYECKNE TeCThl HE BBISBWIM MyTa-
LU B TeHaX, KOAMPYIOIIUX CYObeAMHULIBI 3TUX CTPYKTYD,
a OOHapyXWIM MYyTallMI0 B T€HaX, KOAMPYIOIIUX IIUTO-
r1a3Matriyeckre Oesiky (HasbiBaeMble (hakTopaMu cOOpKHU
akcoHeMbl nuHenHa, DNAAF). Otu OGenxku neicTByoT
Kak KO-IIarepoHbl BO BpeMsl TpeaBapUTEIbHON COOPKU
MMHEMHOBBIX py4yeK U OeJIKOB, UTPAIOIIMX POJIb B Ipe/iBa-
PUTEJILHON COOpPKe WJIM TPAHCIIOPTE ITUHEMHOBBIX pyveK
K pecHnykaMm. Jluiia ¢ mepBUYHON ITWJIMApHOW TUCKU-
HE3MeU, BBI3BAHHOW MyTallel B MAHHBIX TeHaxX, WUMEIOT
HETIOABUXKHBIE PECHUYKHM, KOTOPbIE JTMOO JIMILIEHbI BHEII-
HUX 1 BHYTPEHHUX TMHEMHOBBIX pyYeK, TMOO UMEIOT BbIpa-
>KeHHBIE 1e(heKThI 3TUX CTPyKTYp [20, 21].

Jluna ¢ mnepBUYHON UMIMAPHON JUCKUHE3UEH,
BBI3BAaHHOUW MyTallMsIMM B T€HaX, KOAUPYIOIIUX KOMIIO-
HEHTBHI paIMabHbBIX CITUII, TTOJO0HO JUIIAM C MyTalluein
0enKoB, 0OOpasylollMX IIEHTPAIbHbBIN amrmapar, UMEIT
BCE CUMIITOMbI 3a00JieBaHUsI, 32 UCKIIOYeHUEM aedeK-
TOB Jatepaiu3auuu. Mopdojornuecku paauaabHbIe
CTIMIIbI HATIOMUHAIOT 3arjaBHYI0 OYKBY «T» 1 MOTYT OBITh
pasnesieHbl Ha 3 4acTu:

* CTepXeHb, KOTOpPBIN TpPUKpEIuIsieTcss K Tepude-
puYecKoMy 1yOJIeTy MUKPOTPYOOUYEK M TSHETCS K IIeH-
TpaJbHOMY arrapary;

* TOJIOBKA, caMasi IUCTajbHasl 4YacTh JIy4eBOM CIUIIbI,
KOTOpasi MOXET B3aMMOJIEMCTBOBATh C BHICTYIIAaMU 1IEH-
TpaJbHOTO arrapara;

* 11Iefika, COeIMHSIONIAs CTBOJ U TOJIOBKY.

MyTtaumu B 5 reHax, KOTUPYIOIINX OeJIKA pagyaIbHbIX
CIMULI, aCCOLIMUPOBAHbI C TMIEPBUYHON IMJIMAPHOM TUCKU-
He3uel. DTo TeHbI, KOTUPYIoIIne CyObeTMHUIIBI TOJTOBKI
panuanbHoii cniutibl: RSPHI, RSPH4A w RSPHY; cyone-
MUHUILY CTEPKHS paauanbHol criviibl — RSPH3 v cyOb-
eVHUILY IIEeWKN paauaibHOi cruibl — RSPI6 [22—26].

BricokockopocTHast BUIEOMUKPOCKOTIUS KJIe-
TOK HOCOBOTO BMUTEIWS Y JIMI, WMEIIUX MyTaluu
B RSPH4A wn RSPH9, noka3ajia, YTO peCHUYKU ObIOTCS
C MEHbIIE YacTOTOM M MMEIT aHOMAaJIbHBIN Xapak-
Tep OueHust (Kpyrosble nBuxeHus). B ciyuae myrammii
B reHax RSPHI v RSPH3 pecHUYKM ObIOTCS HE TOJIBKO
C MEHBIIIEN YaCTOTOM, HO W C YMEHBIIEHHOU aMILUIUTY-
oM. AHaJIM3 C KCIOJb30BAaHMEM KJIACCUYECKOM Ipo-
CBEUMBAIOIIEH  BJEKTPOHHOW MUKPOCKOTIUM  TOKa-
3ay, uro Gosiee 50% mMoNepeYHbIX CEYeHU pPEeCHUYEK,
MO-BUAMMOMY, MMEIOT HopMajibHyl (9+2) opraHuza-
110, B TO BpeMsl KaK OCTaJIbHbIE PECHWYKHU JIMIIEHbI
HeHTpajabHoro annapata (9+0) uin UMerT CMeIeHHbI
BHEIIHUM qy0JeT K LeHTpY pecHuuku (8+1).

CurHa, peryiupyloliiuii OueHue peCHU4YeK, B HopMe
MCXOIUT OT LIEHTPAJIbHOTO arnapara, 1 1moka uaeHTUuhu-
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LIMPOBaHbl MyTallMMd B TPEX IeHax, MPUBOASIIMX K pas-
BUTHIO TIEPBUYHON IUJIMAPHON NUCKUHE3UU, a UMEHHO
B reHax HYDIN, SPEF2u CFAP221 [27-29]. Y nanueH-
TOB C IEPBUYHON [UJIUAPHOU AUCKUHE3NEN U MyTalluENr
B reHe HYDIN npakTu4yecky He CHUXKAeTCsl yacToTa oue-
HUs peCHMYEK, a ¢ MyTanueit B reHax SPEF2 v CFAP221
HE3HAYUTEIbHOE CHMXKEHNE YacTOThl COIPOBOXIACTCS
NUCKOOpAMHALIME! OueHUsT ¢ yMEHbIIeHWeM aMILIn-
TYIbl IBVXKEHUS. AHAJIM3 3TUX PECHUYEK C TTOMOIIbIO
MPOCBEUYUBAIOIIEH SJIEKTPOHHON MUKPOCKOIIMY BbISIBUII
00BIYHO HOpMaJibHYIO (9+2) opraHu3aluio CTPOCHMUS
akcoHeMm [27, 28].

HekcuHoBble  CBSI3KM  ObUIM  BIIEPBBIE  OIU-
caHbl KaK MOCTOBWJHBIE CTPYKTYPbI, COEIUHSIIO-
M€ JBa COCENHUX HApPYXHBIX MMKPOTYOYJISIPHBIX
nmymieta [30]. IlokasaHo, 4TO MyTamuM B TpeX TeHax,
KOIUPYIOIIUX CYOBeTMHUIIBI HEKCUHOBBIX CBSI30K (DRC1/
CCDC164, DRC2/CCDC65 n DRC4/GASS), BBI3BIBAIOT
MEepPBUYHYIO LIWIMAPHYIO nuckuHesuto [31—34]. I1pu npo-
BEIEHUM TPOCBEUMBAIOIIEH BJIEKTPOHHOU MUKPOCKO-
MUK Yy JIOJIel ¢ MyTallMsIMU B TaHHBIX TeHaX He OOHa-
PYXXUBAIOTCSI SIBHbIE aHOMaJIMM CTPOCHUSI PEeCHUYEK,
OJIHAKO TIPU TIIATEJILHOM M3yYeHUU CPe30B BO3MOXKHO
BBISIBUTh OTCYTCTBUE CBSI30K, COKpallleHUEe YKCiia BHY-
TPEHHUX AUHEWHOBBIX pyuyeK U CMEIIeHWE HEKOTOPBIX
nepudepudeckux ayrietoB [31]. [nst uneHTUGUKALIMN
TaKUX HE3HAUYUTEIbHBIX U3MEHEHUI B peCHUUYKaX Tpe-
OyeTcsl IeTaJibHOE MCCIIeI0BaHUE MaHHBIX 2JIEKTPOH-
HOIf MMKPOCKOMHWU C TIPUBJICUEHUEM OITBITHOTO AWa-
rHocTta. Kpome Toro, cienyetr uMeTh B BUIY, YTO JaxXe
Yy 3I0pPOBBIX JIIOAEH BCTPEUYAIOTCS PECHUYKHU CO CMe-
IEHHBIMU TIepudepruIeckKuMm IydJieTaMu, a TaKxke
TO, UTO HE BCE HEKCHHOBBIE CBSI3KM XOPOIIO BUIHBI
Ha TOTepevYHbIX cpe3ax peCHUYEK (B OOJIBIIMHCTBE CITy-
YyaeB Ha HUX MOXHO 0OHapyXUTh TOJBKO OT 1 10 4 HeK-
CUHOBBIX CBSI30K) [35].

HecmoTpst Ha TpyIHOCTb NETEKIIMKM aHOMAJIU B HEK-
CUHOBBIX CBSI3KaX, MyTallUM B 3THUX T'€HaX BbI3BIBAIOT
SIBHbIE W3MEHEHMs] OMeHus pecHuYeK. MUKPOCKOIUs
LIWIMAPHOTO 3MUTEJNS y TIAlIMEHTOB ¢ MyTallieil B TeHax
CCDC164vm CCDC65 nmokasbIBaeT, U4To Y JIUII ¢ TIEPBUY-
HOM 1IMJIMapHOI AUCKUHE3Mel peCHUYKU ObloTCs ¢ Oostee
BBICOKOI 4acTOTOM, 4eM y 3I0poBhIX Joneii [32]. boiee
TOTO, PECHUYKM KaXKyTCsl PUTUIHBIMU 1 TUTIEPKUHETUYE-
CKMMM, a aMIUTATYyAa UX OMEeHUit cerka cHuxkeHa [31].

Mytauuu reHoB OenkoB MCIDAS (6Genku Kie-
TOYHOTO IIMKJIa, aCCOLIMMPOBAHHBIN C MYJIBTUIIAJIME-
Boit nuddeperuuponkoit u cuntezom JJHK) u CCNO
(uukauH  O) 3HAUUTETBHO CHUXXAIOT KOJUYECTBO
COOpaHHBIX peCHMYEK. Y JIUIl C MYTallUsIMM B 3TUX
reHax HapylleHUs] MYKOLIMJIMApHOTO KJMpeHca aHa-
JIOTUYHBl MYTaUMSAM Y JIUL, CTPaJaroLIuX IMEePBUYHON
LUJIMapHONW AMCKUHe3uei. JleTaqbHblii aHaIu3 KJIETOK
pPECMMpPaTOPHOTO STUTENUs, TOJYYEHHBIX TpU OUOII-
cuu, Tokasas, 4to y Jull ¢ mytauumeir reHa MCIDAS
KOJIMUYeCcTBO 0a3ajibHbIX Tejell 3HAYUTEeJIbHO CHUXEHO,
a cpe/iu TeX, YTO UMEIOTCS B KJIETKE, HEKOTOpbIe 0a3alib-

OPUINMHAJIbBHbBIE CTATbU

HbIE TeJIblIa He TIPUJIETAalOT K alMKaJIbHOM MTOBEPXHOCTH
KJIETKU. BcnenacTBre 3TOro pecnmupaTopHbIe SMUTETM-
aJbHbIe KJIETKU JINIIEHBI PECHUYEK WU PEIKO UMEIOT
TOJIbKO 1—2 pecHumuku. Bonee Toro, cobpaHHBIE pec-
HUYKW HEMOJABMKHBI U JINIIEHBI UX KJIIOUEBBIX OEJIKOB,
takux kak CCDC39 u DNAHS5 [36]. CxonHble, cMe-
IIEeHHbIE 1 MeHee MHOTOUYMCIIEHHBIe Oa3albHbIe TeJblia
HaOJ0JAI0TCS B KJIETKAX PEeCIUPATOPHOTO SIUTENS,
MOJYYEHHBIX TPU OWOTICUM OT JIIOAEH ¢ MyTalusIMKU
reHa 6ea1ka CCNO, HO B 3TOM ciiydae COOpaHHBIE pell-
KHWe PECHUYKHM HMMEIOT HOPMAJbHYIO YJIBTPACTPYKTYPY
n xapakrep ouenus [37]. TakuMm oOGpa3oMm, pa3TUdHBIC
BapyaHTHl TIEPBUYHON LIMITUAPHOM JUCKUHE3UU UMEIOT
psil 9YETKUX MOPMOJIOTUUECKUX OCOOEHHOCTEl, KOTO-
pbIe MPOSIBIISTIOTCST B MOP(MPOGhYHKIIMOHATBLHBIX XapaKTe-
PUCTHUKAX pabOTHI LIUJIUU, YTO BIUSIET Ha KITUHUYECKYIO
KapTUHY 3a00JieBaHUs Y peOeHKa.

Ilenms uccaenoBanmsa: orpeneiicHUe KIMHUKO-TeHe-
TUYECKUX BapMaHTOB TMEPBUYHOM LIMJIMAPHOM IUCKU-
HE3UM JJIST TIOBBIIEHNUS 3((PEKTUBHOCTU TUATHOCTUKU,
paHHEero BBISIBJICHUS] Y BO3MOXHOCTH TIPOTHO3UPOBAHUS
TeYeHUs 3a00J1eBaHUSI.

XapakTtepucTuka peteii u MeToabl UCCeaoBaHUS

B uccnenoBanue BkiwodeHbl 50 nereit ¢ mepBUYHOMN
WINAPHOM TUCKWHE3We, CpeIHUIl BO3pacT KOTOPBIX
Ha MOMEHT oOcyenoBaHus cocraBun 6,8 [5,64; 8,13]
roga, u3 Hux 60% (30/50) nesouek u 40% (20/50) mab-
YHUKOB, HAXOAWBIIWXCS B OTIOCICHUU IYJTbMOHOJOTHU
HWUKWU nenunarpuum um. akan. FO.E. Bensrumena c 2019
no 2022r. Cpenmnuit Bo3pacT neOoTa 3a0o0JIeBaHUS
cocraBuia 5,3 [0,49; 10,17] mec, cpeaHuit Bo3pacT ycTa-
HoBJIeHMs nuarHosa — 58,2 [40,98; 75,45] mec. B ananu-
supyemoii rpynme 42% (21/50) neteit umenu obpaTHOe
pacroJioXXeHre BHYTPEeHHUX OPraHoOB, T.e. CMHIpoM Kap-
TareHepa. Y 9THX JieTeil oTMevayics O6ojiee paHHUI BO3-
pacT BepuduKaly 3a60eBaHsI, COCTABUBIINIA B CpeI-
Hewm 19,8 [8,2; 31,47] mec.

Ha ocHoBaHMM pe3yiabTaTOB KIMHUKO-Tab0paToOp-
HBIX 1 MTHCTPYMEHTAJIbHBIX UCCIIEI0BAHUI ObLlIa TUarHO-
CTHpOBaHa MepBUYHAs IUJIMapHas IUCKUHe3usl. B 3aBu-
CUMOCTH OT T€HOB, BAPUAHTHI KOTOPHIX ObLIN BBISIBJICHBI
y MalMeHTOB, C(HOPMUPOBAHBI CJIEIYIOIINE TPYITIIbI:

1-s1 — 17 mereii ¢ MaTOIOrMYECKUMU BapyaHTaMU T€HOB,
KOIMPYIOIINX TMHEWHOBBIX PYUKU. B aTy TpyIimy BXommmm
MalMeHThI, UMEIOIINe MTaTOTeHHBIE U, BEPOSITHO, TTAaTOTeH-
Hble BapMaHTbI TEHOB, KOAUPYIOIINX OSIKN JWHEMHOBBIX
pyuek (DNAH 11, DNAH3, DNAHS5, DNAI2, CCDC114),

2-g — 11 mereli ¢ MaTOJIOTMYECKUMU BapyaHTaMU T€HOB,
KOIMPYIOIIMX Tpoliecca cOOpKU Lmiauu (pre-assembling
factor). B aTy rpyriny BXonum naieHTbl, UMEIOIre raTo-
TeHHbIE W, BEPOSITHO, TMTATOT€HHBIE BAPUAHTHI TEHOB, KO-
pyrommx 6ej1Ku npeasaputebHoi coopku mmn (CCNO,
CFAP300, DNAAF1, MSIDAS, PIHID3, ZMYND10);

3-9 — 7 nmeTeil ¢ MaTOJOTMYECKUMH BapvaHTaMU
TeHOB, KOIWPYIOIIUX IIEHTPAJbHYIO Mapy MUKPOTPY-
6ouek (central complex). B aty rpynny Bxoawiu maunu-
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€HTBI, UMEIOIIe TTaTOTeHHBIE W BEPOSITHO TMAaTOTeHHBIE
BapUaHThl TE€HOB, KOIWUPYIOIIUX OEJKW IEHTPaIBHOTO
KOMILIeKCa U COYETaHHBIX ¢ HUMM CcTpYKTyp (HYDIN,
CCDC39, DRC1, RSPHI),

4-g — 15 pmeteit ¢ OmanaeIbHBIMM BapyaHTaMM T€HOB,
OTBETCTBEHHBIX 3a pa3BUTUE TEPBUYHOM LIMJIMAPHOMN
NUCKUHE3UU. B 3Ty rpyrmny BXOAWIM MalMEHTHI, Y KOTO-
PBIX HE YIajaoch BepU(PUILIMPOBATH TOMO3UTOTHBIE Bapy-
AHTBI TEHOB OTBETCTBEHHBIX 3a Pa3BUTHE MEPBUYHOM
LIVMJTMAPHOM TUCKUHE3UU.

Kpumepuu eéxarouenus: OUATHO3 TIEPBUYHON ITWITU-
apHOM IWCKWHE3WW, YCTAHOBIEHHBI B COOTBETCTBUU
C KIMHWYECKMMM PEKOMEHIAUUSIMU TI0 IHUarHoc-
TUKE W JICYEHUIO TIEPBUYHON LIWIMAPHON JUCKUHE3UH,
a Takke HaJlnyue TOOpPOBOJIBHOTO MH(MOPMUPOBAHHOTO
corjacusi 3aKOHHOTO TIPEACTaBUTENs] Ha BKIIOYCHUE
B HacToglIee nuccieaoBanue [2, 3].

Kpumepuu  uckarouenus: Bo3pacT crapiie 18 et
Ha MOMEHT 00CJIeTOBaHMSI, a TAKXKE OTCYTCTBHE JOOPOBOJTb-
HOTO MH(MOPMHUPOBAHHOTO COTJIACHs 3aKOHHOTO TPEICTa-
BUTEJIST HA BKITIOUEHNE B HACTOSIIEE UCCIIEOBaHNE.

IManyeHTaM TTPOBOAMIN KIMHUKO-TUATHOCTUYECKOE
obOcyieloBaHNEe B BUIE CIIMPOMETPUU M OOIMIUIETH3-
Morpaduu Ha anmnapare Jaeger type masterscreen-body,
KOMIIBIOTEPHYIO TOMOTpaduio ¢ TpUMEHEHWEM arma-
pata Philips MX16, aynuojiorunyeckoe uccieaoBaHue
Ha ammapare TympStar Pro mo mporokony Tymp226Hz,
MOJIEKYJISIPHO-TEHETUYECKOe MCCIeoBaHUe B  BUJE
IMOJTHOOK30MHOTO CEKBEHUPOBAHMS WM aHaJU3 TOJy-
YEHHBIX JaHHBIX C TIOMOIIbIO MOAMGUIIMPOBAHHOTO
OroMH(pOPMATUYECKOTO aJIrOpUTMa, pa3paboTaHHOTO
B HUKW nemmatpum wum. axkan. FO.E. Benbruiiena.
CeKBeHUpPOBaHKE TTOJIHOTO 9K30Ma BBITTOJTHSIIA C TIOMO-
mpto riardopmbl HiSeq 1500 (Illumina), Takke Habopa
9Kk30MHoOTr0 oborameHust — SureSelect Clinical Research
Exome Enrichment Kit. OueHky KkadecTBa HeoOpaboTaH-
HBIX JTaHHBIX CEKBEHUPOBAHUSI OCYIIECTBIISUIM C TTOMO-
mbio anroput™ma FastQC. JIist ynajaeHus mocjieqoBaTeb-
HOCTE ¢ HU3KUM KavyeCTBOM M 0Ope3aHUs aganTepHBIX
MOCJIeIOBATEIBHOCTEN  MCTIONB30BaJId  MPOTpaMMHBIE
nmakeThl Trimmomatic u SeqPurge, B To Bpemst Kak Kap-
TUpOBaHWE PSIIOB Ha pedepeHCHBI TeHOM YelloBeKa
coopku GRCh38 mnpoBoauaM C TTOMOIIBIO TpPOrpam-
mHoro naketa bwa. I[Iporpamma GATK4 Obla ncmnosb-
30BaHa s ynaneHus: npoayktoB [TLIP u onTuyeckux
IyOJIMKATOB, a TakKe B LESAX BBISIBICHUS OTHOHYKIIE-
OTUIHBIX TEHETHMUYECKNX BapUaHTOB, KOPOTKUX HMHCEP-
LU 1 nefeuuii. AHHOTaIMs TTOJTyYeHHBIX TeHETUYECKUX
BapMaHTOB OblJla TIPOBEJEHA C TTOMOIIBIO TTPOTPAMMBI
ENSEMBL-VEP. O6HapyXeHHbIE TeHETUYECKUEe Bapu-
AHTBI ObLTN KJIACCU(UIIMPOBAHBI B COOTBETCTBUU C PEKO-
MmeHaauusimu ACMG.

CraTuctuueckyro o0pabOTKy TOJYYeHHbBIX JaHHBIX
MIPOBOAMJIN C TTOMOIIIBIO ITporpaMMbl Statistica 10.0.1011
(Stat Soft Inc., CIIIA). /lanHble TipeAcTaBiIeHbl B BUIE
Me [Q1; Q2], rtne Me — menuana, [Q1; Q2] — nepBbIit
U TPETUI KBAPTUIIH.

PesynbraThbl M 06CyXaeHne

KowmrnekcHoe o0cienoBaHue MalMeHTOB ¢ TIEPBUYHOMN
LIWJTMApHON TUCKUHE3WE ITO3BOJMIO TIPOBECTU OLIEHKY
CTPYKTYPHBIX 1 (DYHKIIMOHAILHBIX HAPYIIIEHWIA B OpraHax,
HETTOCPEICTBEHHO BOBJICYEHHBIX B MATOJIOTMYECKUIA TIPO-
1IeCC, B COOTBETCTBUM C T€HETMYECKUM BapUaHTOM 3a00-
JieBaHUSA. B CBSI3M ¢ TMM NMPOBOIWJICS aHaIU3 JaHHBIX,
MOJIYYEHHBIX B XOIIe KOMITBIOTEPHOI TOMOTrpaci OpraHoB
TPYIHOM KIJIETKHU, OLEHKU (hYHKIIMM BHEITHETO IbIXaHWSI,
a Takxke olieHKU coctosiHust JIOP-opraHos.

WHcTpyMeHTabHAsT OLIEHKA CTPYKTYPHOTO COCTOSTHUS
OpPraHOB JbIXaHUST TTPOBOAMIIACH HA OCHOBE KOMITLIOTEPHO-
TOMOTPA(PUUECKOTO  MCCIEIOBAHUS OpPraHOB TPYIHOIM
MOJIOCTH. Y TIAIIMEHTOB C TIEPBUYHON LIMIMAPHOM JUCKITHE -
3Meil BBISIBJIEHO TIPEUMYIIIECTBEHHOE MOpaskeHNe CPETHUX
W HYDKHUX JOJIEN JIETKHX, YTO TIPOSIBIISIOCH CyOcerMeHTap-
HBIMU aTeJieKTa3aMM, MepUOPOHXUATbHBIMUA YITIOTHEHU-
SIMU, BbIpa>KeHHBIMU OpoHx03KTazamu [38]. V Bcex nereit
C TIEpBUYHOM LIMJIMAPHOM AMCKUHE3WEH, BHE 3aBUCIMOCTH
OT KIIMHUKO-TEHETUIECKOTO BapyuaHTa, ONPEeIeISITUCh TP -
3HAKM XPOHUYECKOTO OPOHXMTA, YTO COOTBETCTBYET JaH-
HBIM 3apy0eskHbIX McToyHUKOB [39]. Camoitr pacripocTpa-
HEHHOM JIoKa/In3aluei aTeJIeKTa3oB JISTKUX Obljia CpeTHsIs
JIOJISI TIPABOTO JIETKOTO (TIPU Situs viserum inversus — JIeBOpac-
MOJIOKEHHOTO JIeTKOTro). Beero atm nameHeHus ObLM Bepu-
dumposanbl y 46,6% (n=21) neteit, u3 Hux y 95% (n=20)
yKa3zaHHbIe M3MEHEHUs TTpeodIagaiy B 00JIACTU CpeTHeit
JIOJTV JIETKOTO.

BponxoakTasel ObTM BepudunupoBansl y 17,7%
(n=8) obcnenoBaHHbIX Aeteir. [Ipu aTOM ompenesIuch
WIMHAPUYECKUE, MEIIOTYaThle M CMeIlaHHble OpOH-
X09KTa3bl. B 1-if rpymre mereit OpPOHXOZKTa3bl BBISIB-
JieHbl y 25% (n=4), Bo 2-ii rpyrine — Toibko y 9% (n=1),
B 3-ii rpynime — y 20% (n=1), B 4-i1 rpyrme — y 21,5%
(n=3). Umeetcst HenocTaTOYHO MH(MOPMAIIUKA O PaCIIpo-
CTPaHEHHOCTH OPOHXOIKTA30B Y JAETel C pasIMYHBIMU
TeHEeTUYECKUMU BapyaHTaMU TIEPBUYHON IIMJIMAPHOM
IVCKWHE3WM B Pa3HOM BO3pacTe, OJHAKO, IO JTaHHBIM
M.A. Olm u coaBt. [39], OpOHXO3KTa3bl TIPU KOMITHIO-
TEepPHOU ToMOTpaduu BLISBISAIOTCS y 61% 3THX IeTei.

OueHka (yHKIMU BHEIIHETO IbIXaHUST TPOBOIM-
JJach TIOCPEICTBOM IYJIbCOKCUMETPUM, CITHUPOMETPUU
u 6onuruieTudmMorpadun. B pamkax aHanu3a mpeacTaB-
JISLTOCH 11eJIeCO00pa3HbIM MOJYYeHHBI MacCUB JaHHBIX
BU3yaJIM3UpOBaTh B BUAE AMAIla3oHa pacripenesieHus
3HaueHU. [IeTH BceX TPYII MO JaHHBIM MyJIbCOKCUME-
TPUU UMEU YIOBJIETBOPUTEbHBIC TTOKa3aTen HaChI-
IeHus (caTypaluu) KUCIOPOIOM KPOBH B COCTOSTHUM
nokos (Sp0,>95%).

Ocoboe BHUMaHUe TIPUBJICKIIN MOKAa3aTeIN XXU3HEH-
HOI eMKOCTH JIETKUX, 00beMa (hOPCUPOBAHHOTO BBIIOXA
3a -0 cexynmy (O®B), MakcuMalibHON OOBEMHOM
CKOPOCTHU BO31Iyxa Mpu BeIoXe 75% OT hopcupoBaHHOIM
SKU3HEHHOU €MKOCTH JIETKUX U TIoKa3aTeau OpOHXUAITb-
Horo conpoTtuBieHus (cMm. Tabauity). [lo naHHBIM MeTa-
aHanm3a 163 3apyOeXXHBIX UCCIeTOBAHUHI, TTPOBEIEHHOTO
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OPUINMHAJIbBHbBIE CTATbU

Tabauya. Pa3opoc noka3areJeii hyHKIMM BHELIHETO AbIXAHNS B AHAIM3UPYEMbIX IPYNNAX JieTeil ¢ MePBUYHOI HUIMAPHON TMCKUHE3Hei
Table. Distribution of indicators of the function of external respiration in the analyzed groups of children with primary ciliary dyskinesia

Ipymma KEJI ODB, MOC,, BC
min max min max min max min max
1-a 60 120 64 124 40 92 81 151
2-51 46 98 45 96 15 73 73 184
3-a 66 89 64 97 23 79 = =
4-5 58 92 72 102 29 121 68 144

Ipumeuanue. XKEJI — xusHeHHas eMKOCTb Jlerkux; O®B, — 06bem GopcupoBaHHOro BbI10Xa 3a nepBylo cekyHay; MOC  — MakcuMajibHast
00beMHast CKOPOCTb BO3/1yxa IpH Bbioxe 75% oT (hopcrpoBaHHOM XU3HEHHOI eMKOCTH Jierkux; BC — OpoHXMaIbHOE CONPOTUBIICHUE.

F.S. Halbeisen u coanr. [40], mis mereit ¢ mepBUYHOMN
LIWJIMApHOM  TUCKUHE3We  XapaKTepHBI  KOJeOaHUs
nokazareneit O®B, ot 51 10 96%, cocTaBnas B cpenHeM
75 [69; 80] %, nokazatenu XKEJI BapbupyIoT B 1Mamna3oHe
66—92%, cocrasisia B cpenHem 83 [78; 89] %.

I1pu aHamm3e oTMeYeH MIUPOKMIA OTUAITa30H pacripe-
JeJeHrs TToKasaTesiel (PYHKLIMM BHEITHETO IbIXaHUs,
OIHAKO TPU OLIEHKEe OOBEMHBIX U CKOPOCTHBIX TTOKa3a-
TeJeil caMble HU3KWE W3 HUX OTMEUYEHBI BO 2-M Ipyrre
nereil, a camMoi OJarompusTHON sIBUJach l-s rpymra,
B KOTOPOW y OTAENBHBIX IE€TeW OMpeaeaeHbl TOKa3aTean
naxe Boime 100%. g geteit ¢ IepBUYHON IUIUAPHON
MUCKUHE3WEN CUYMTAeTCsl BaXKHOM OIlleHKa MaKCUMallb-
HOl 0OBEMHOI CKOpPOCTM BO3ayXa Ipu BelIoxe 75%
OT (DOPCUPOBAHHOM XKU3HEHHOUW €MKOCTU JIETKUX; 3TOT
MoKa3areib OTpa)kaeT CKOPOCTh BO3MYIIHOTO ITOTOKA
mo 6poHxaM MeJikoro Kanuopa. Camble HU3KUE 3HAYe-
HUST JTaHHOTO TTOKa3aTeJist OTMEYaInCh BO 2-1i M 3-if rpyT-
rnmax o0cJIeI0BaHHBIX OOJbHBIX.

IMTomuMoO TTOpakeHU HUXKHUX IbIXaTeIbHBIX MyTEH,
y U, CTpafarolinuX MepBUYHON LIWIMAPHON AUCKUHE-
3ueit, orMeuarTcsl ctoiikue naMmeHeHust JIOP-opraHos.
DTN M3MEHEHUST TIPOSIBISTIOTCS B BHIE PELMINBUPYIO-
IIUX PUHOCUHYCUTOB, PEUUIUBUPYIOIINX OTUTOB, MPO-
rpeccupytonieii Tyroyxoctu. Ilo manueiMm M. Goutaki
" coaBT. [41], B AeTcKoit mpakTHKe ¥ 59% OOJTbHBIX OTME-
YaloTCSI MAaTOJOTMYEeCKNe U3MEHEHUsI B 00JaCTH OKOJIO-
HOCOBBIX Ta3yx, a y 69% Takue MmaToJormuecKrue CoCTO-
STHAST  OOYCJIOBUJIM  HEOOXOOUMOCTb  XUPYPTUYECKOTO
BMellIaTeThCTBA.

IMopaxenue JIOP-opraHoB y nereii ¢ TEepBUYHON
LIWJIMApHON AUCKMHe3uel BbisiBaseTcs: yacto. Cpenu
AHAJIM3UPYEMBIX JeTell IaTOJIOTMUECKUEe COCTOSTHUST
OKOJIOHOCOBBIX T1a3yX BBISABISUINCh B 00Jice BBICOKOM
MPOLIEHTE CITyyaeB, YeM IO TaHHBIM 3apyOesKHbBIX UCCIIe-
nmoBatenieir. B 1-if rpymnme Takue M3MeHeHUs] OTMEUYeHBI
y 81,25% (n=13), BO 2-ii rpyrmme — y 90,9% (n=10),
B 3-if tpymme — y 75% (n=3), B 4-it rpynne — y 78%
(n=11). Tyroyxoctb B 1-if rpynme onpenensuiach y 20%
neteit (n=3), Bo 2-ii tpynmie — y 45% neteit (n =5),
B 3-i1 rpymirie — 0%, B 4-i rpynine — y 16,6% neteit (n=2).
Taxum obpaszom, nipu oueHke natosoruu JIOP-opranos
OTpeNesIsiICSl PABHOMEPHO BBICOKMIA YPOBEHb TATOJIO-
TMYECKUX COCTOSIHMIA, OMHAKO BO 2-i TpymIme M3MeHe-
HUST BCTpEYaAIMCh Yallle BCETo, YTO TaKXKe KOppeaupyeT

C YaCcTOTOI pa3BUTHS TYTOYXOCTH, KOTOpast y 3TUX Talu-
€HTOB MMeJia caMblii BBICOKUI YPOBEHb M ObLTa TaTore-
HEeTMUYEeCKU 00YCIOBIIeHa aHOMaJIUE COOPKY LIVITHIA.

Kak BUIHO 13 TTOJIy4eHHBIX HAMU TIPeIBAPUTEITBHBIX
JMAHHBIX, JaXKe HECMOTPSI Ha OTHOCUTEIHbHO HEOOBIIIYIO
BBIOOPKY MOXHO CIeJIaTh BBIBOJ, UTO JUIS IE€TEl C Tep-
BUYHOWM LIWJIMApHOM IUCKWUHE3WEeH XapaKTepHa B TIpe-
obiamamoIeM 4YKcie CiiydyaeB TOTaJIbHOCTb TPU3HAKOB
MopaXkeHUsT KaK BepXHUX, TaK M HWKHUX JTbIXaTeTbHBIX
nyteit. OQHAKO Cpelr BBIAECIEHHBIX TPYMI 0C000e BHU-
MaHUe MpUBJIeKaja Ta, B KOTOPOU Tpeobiagaiy mamm-
eHTHI ¢ 0oJice TSKeJbIM BapuaHTOM TeUeHUsT 3a00JieBa-
HUST ¥ BBIPAXKEHHBIMU U3MEHEHUSIMU OPTaHOB IbIXaHUSI.
[aHHas rpyrnmna ¢ aHOMaJusIMM COOpPKM LMW Oblia
MpeAcTaBlieHa AeThbMHU, UMEIOIIMMU aHOMAaJbHOE CTpPO-
€HVe JIUTEeINATbHBIX KIETOK JbIXaTeJbHbIX TTyTEH.
Takum 06pa3oM, y MAIMEHTOB C YKa3aHHBIMU TeHeTHYe-
CKUMM NepeKTaMy MpU OLIEHKE MOJABMUKHOCTU LIUJIMApP-
HOTO SIUTEUS OTNPeIeIeHHO NISHTU(ULIMPYIOT Pe3Koe
COKpaIlleHNe YKClIa PECHUYEK Ha MMOBEPXHOCTU KIIETOK.
PecHUYkn 3avacTyio XapaKTepU3yIOTCS HOpPMaJbHOM
AKTUBHOCTBIO, OTHAKO WX MaJloe KOJMYECTBO OOYCIOB-
JINBaeT OCOOEHHOCTU TeuyeHUsl 3abojeBaHus. B cBs3u
C OTUM yKasaHHas TPYIIa JeTei, o MpeaBapuTeIbHbIM
JAHHBIM, UMEET CaMble TIJIOXHe TTOKa3aTeIM MHCTPYMEH-
TaJbHON OIIEHKM OpPTaHOB JbIXaHUsA. B cBOIO ouepenb,
rpynma aeTeil ¢ mopaxeHueM TUHEMHOBBIX PYyYeK UMeeT
HauOosiee OJArONMPUSITHBI BapuaHT TedyeHUs: 3aboJie-
BaHUs, y HUX OTMEYalOTCsT Oojiee BHICOKME TOKa3aTelln
(YHKIIMU BHEIIHEeTO ObIxaHWs. K coxkalleHW1o, BBUIY
3aro3/1aJioll TMarHOCTUKM 3a00JeBaHUsl y 3TUX JeTel
yCTeBaloT C(POPMUPOBATLCST aTeIeKTa3bl M JIOKAJTbHBIE
yJacTKn (ubOpo3a JIETOYHOM TKaHU elle 10 MOMEHTa
BepU(UKALIMM AMArHO3a U KOPPEeKIUU  JIeYeHUS.
Ho npu ananm3e xapakTepUCTUK TeYeHUs 3a00JeBaHUS
CTPYKTYpHBIE aHOMAJIMU TI0 TUTY aTejeKTa3a W JIOKab-
Horo pubpo3a He ObLUIM 3aAeHICTBOBAHBI Y HUX B MOJLYJISI-
U 3a00JIeBaHUST B OTPULIATEIBHYIO CTOPOHY.

BrineneHre KIMHUKO-TeHETUIECKUX BApUAHTOB TTep-
BUYHON IWJIMAPHOW TUCKWHE3WU TTO3BOJUJIO BBHISIBUTH
3aKOHOMEPHOCTHY Pa3BUTHS 3a00JIeBaHNS B 3aBUCUMOCTH
OT ero BapuaHTa. JlaHHbIE 3aKOHOMEPHOCTHU TTO3BOJISTIOT
MPOTHO3UpPOBaTh 0OoJiee YS3BUMBbIE OpPTaHBI-MUIIEHU,
YTO OTKPBIBAET BOBMOXKHOCTD TTPEIOTBPATUTh HEOOpaTH-
Mbl€ U3BMEHEHUS.
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Pesynbrathl TIPOBEAEHHOTO MCCIACIOBAHUS — SIBJISI-
IOTCST TIPEIBAPUTETLHBIMU M MPOIOJIKAETCS Habop JeTei
JUTSL pacIIMpeHust 6a3bl JAaHHBIX, a TAKXKe COBEPIIEHCTBO-
BaHUS U OoJiee TTyOOKOTO aHaIM3a TOJYYEHHBIX Pe3yiib-
tatoB. [lepBUyHasg HWIMapHasT AUCKWHE3Ws BKITIOYAET
GOJIbIIIOE KOJTUYECTBO TeHETUYECKHUX BapUAHTOB, a pec-
HUYKa TIPEACTABISIET CO0O0Il  CIIOXXHOOPTaHM30BAHHYIO
CTPYKTYpPY C OOJBIIMM KOJWYECTBOM 3aleHCTBOBAHHBIX
B HOPMaJIbHOM (DYHKIIMOHUPOBAHUU 3JIEMEHTOB, YTO TPE-
OyeT 3HAUMTEIEHOTO MacCHBa JAHHBIX JIJIs1 KAUEeCTBEHHBIX
1 YOeIWTENbHBIX BBIBOIOB. BBUIY TOTO, YTO TepBAYHAs
LWJIMapHas OUCKUHE3Ws] — pPeAKoe, TPYAHOIUATHOCTHU-
pyeMoe 3ab0JieBaHKe, ITOA00P U yBEJTMYEHKE YK CIIa TTali-
€HTOB B HAIIMOHAJILHBIX paMKax MPeICTaBIIsIET CEPhE3HYIO
MpoGJieMy, He TO3BOJISIONIYIO YCKOPUTD UCCIeI0BaHNE.

3aknovyeHune

IlepBuuHasi 1WAMapHasi JOUCKUHE3USI — pelnKoe
3a00JIeBaHNE, UMEIOIEe IIMPOKUI CIEKTP MPOSIBICHUI
U CTETIEHM UX BbIpaxkeHHOCTHU. Kak 1mokas3bIBaloT pe3yiib-
TaTbl MPOBEIEHHOTO HAMU MCCIEIOBAHMSI, CYIIIECTBYET
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B3aMMOCBSI3b T€HETMYECKOI0 BapHaHTa IEepBUYHON
LUJIMAPHON AUCKMHE3UM CO CTENEHbIO BBIPAXKEHHOCTU
CTPYKTYPHO-(PYHKIIMOHATBHBIX U3BMEHEHU. DTO MO3BO-
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Kmmnndeckas 3 eKTHBHOCTD AHTHIEHKOTPHEHOBOM TEPANMHU Y A€Tel C OCTPhIMU
OpoOHXHTAMH
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Clinical efficacy of antileukotriene therapy in children with acute bronchitis

Yu.L. Mizernitskiy', I.N. Gaymolenko?, A.1. Markovskaya?®, N.L. Potapova®

Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery, Pirogov Russian National Research Medical
University, Moscow, Russia;
2Chita State Medical Academy, Chita, Russia

IToBTOpHBIE MM30161 OPOHXOOOCTPYKIMH Y I€Tell JOIKOILHOTO BO3PACTA — OJMH U3 BaXKHbIX (hakTOPOB pUCKA pa3BUTHS OPOHXHM-
AJIbHOI ACTMBI.

Leas uccaenoanus. MsyyeHue KIMHAKO-MMMYHOJIOTHYECKOi XapaAKTEPUCTHKY JeTeii ¢ 0CTPhIMI OPOHXUTAMH U ONpeesieHne Kiu-
HUYecKo# 3¢ deKTHBHOCTH KypPCOBOii IPOTHBOBOCTAUTEILHOI TEPANHH.

Marepuansl 1 MeTonsl. B on1HOLEHTPOBOE MPOCHEKTHBHOE KOTOPTHOE HMCC/eOBAHHE BKIIOYEHbI MALMEHTHI 1—5 JeT ¢ ocTphiM
OponxuToM (ocHoBHAs rpynna, n=109): noArpynnsl ¢ OCTPbIM NPOCTHIM OPOHXUTOM (7=34) H OCTPbIM OOCTPYKTHBHBIM OPOHXUTOM
(n=75). I'pynmy cpaBaenns coctaBuim aAetu 11 rpymnsi 310poBbst (n=29). Vcnoab30Banbl KIMHAKO-aHAMHECTHYECKHE U Jabopa-
TopHbie MeToabl. ITanuenTs ¢ nosoxureabubiM API (Asthma Predictive Index) npuHumMam MOHTETyKacT B 103€ 4 Mr epopaibHO
O/IHOKPATHO B CYTKH KypcoM 3 mMec (KOHTpOJIbHbIE TOYKH — B 1 M 3 MecC), MAIUEHTHI rPYNIbl CPABHEHUSI — CHMIITOMATHYECKYIO
Tepanuio NPy OCTPoii pecnupaTopHoii undexuun. Koneunas Touka uccienoBanus — OTCYTCTBHE OpOHX000CTpYKIMH. D dheKTHB-
HOCTb PMMEHEHUsI MOHTEJYKACTA OLIEHUBAJIACH IyTeM PacueTa KJIMHUYECKOro uHaekca, koadduuuenta sadpdexkrusnoctu.
Pe3ynbTaThl. YCTAHOBIEHO CTATHCTHYECKH 3HAYHMOE MNpeo0JaJaHMe MHTOKCHMKANMOHHBIX CHMIITOMOB Y NAIMEHTOB C MPO-
cTbiM OporxuTom (p=0,02), npu3HakoB apixaTe/ibHOI HemocTaTouHocT (p<0,001) u nepudepuyeckoii 303unopuaMu — y aerei
¢ 00cTpyKTUBHBIM OpoHxuToM (p=0,02). Y nanueHToB ¢ 00CTPYKTUBHBIM OPOHXHUTOM B ITHOJIOTUM CTATHCTHYECKH 3HAYMMO Tpe-
BAJIMPOBAJI PUHOBUPYC, Y MAIMEHTOB C MPOCTHIM OPOHXMTOM — PECHUPATOPHO-CHHUMTHANBHBIA BUpyC (p=0,02). LluToKnHOBbBII
npouiib NANMEHTOB ¢ 0OCTPYKTUBHBIM OPOHXMTOM XAPAKTEPU3YeTCs CHIZKEHHEM YPOBHeill Makpo(arajibHbIX 0€JKOB BOCTATIEHHS
(p=0,01) u unTepaeiikuna-8 (p=0,048). [IpoOHrMPOBaHHBIN Kypc MOHTEIYKACTA Y AeTedi ¢ monokuTeabHbiM API ctarucTuyecku
3HAYMMO YMEHBLIAET TXKECTb Te4eHHs NOCIeAYIOIMX OCTPbIX PECIMPATOPHBIX HHPEKIMAX, CHIZKAET YACTOTY 00CTPYKLMH OPOHXOB
u puck opmuposanus OponxuaIbHoi acTmel (p<0,001).

3akmovyenne. OueHka pe3yJbTaTOB TePANHH MOHTEIYKACTOM MPOJEMOHCTPHPOBAA KIMHHYECKYIO 3(deKkTHBHOCTD y nanueHToB
C NMOJIOKUTEJIbHBIM HHIeKcoM API.

Karouesvte caoea: demu, ocmpoiit OpoHxum, 6poHX000CmMpyKmMueHblil CUHOPOM, OPOHXUANbHASL ACMMA, MOHMEAYKACH.

Ansa umtupoBanus: MusepHuukunii t0.J1., lavimoneHko U.H., Mapkosckasi A.W., MNMotanosa H.J1. KnuHnyeckas 3¢p@dekTMBHOCTb aHTUIEKOTprE-
HOBOWTEPANMNYAETENCOCTPLIMUOPOHXUTaMu. PocBecTHnepuHaTtonnneanatp2023;68:(1):47-55.D0I:10.21508/1027-4065-2023-68-1-47-55

Recurrent episodes of bronchial obstruction in preschool children are one of the important risk factors for the development of bron-
chial asthma.

Purpose. The study aimed at investigating the clinical and immunological characteristics of children with acute bronchitis and to deter-
mine the clinical effectiveness of course anti-inflammatory therapy.

Material and methods. The study was a single-center prospective cohort, including 1—5-year-old patients with acute bronchitis
(main group, n = 109): a group with acute simple bronchitis (» = 34) and acute obstructive bronchitis (n = 75). Reference group:
children of health group 2 (n = 29). Clinical and anamnestic and laboratory methods were used. Patients with a positive API (Asthma
Predictive Index) were administered montelukast at a dose of 4 mg orally once a day for 3 months (control points at 1 and 3 months),
reference patients received symptomatic therapy for respiratory infection. The end point of the study is the absence of bronchial
obstruction. The effectiveness of the use of Montelukast was evaluated by calculating the clinical index, efficiency coefficient.
Results. A statistically significant predominance of intoxication symptoms was found in patients with acute simple bronchitis (p =0.02),
signs of respiratory failure (p < 0.001), and peripheral eosinophilia — in children with acute obstructive bronchitis (p = 0.02).
In etiology, rhinovirus significantly prevailed in patients with bronchial obstruction, and RS virus prevailed in patients with acute simple
bronchitis (p = 0.02). The cytokine profile of patients with acute obstructive bronchitis is characterized by a decrease in the levels
of macrophage inflammatory proteins (p = 0.01) and IL-8 (p = 0.048). A prolonged course of montelukast in children with a posi-
tive API significantly reduces the severity of subsequent acute respiratory infections, reduces the frequency of bronchial obstruction
and the risk of bronchial asthma (p < 0.001).

Conclusion. Evaluation of the results of montelukast therapy demonstrated clinical efficacy in patients with a positive API index.

Key words: children, acute bronchitis, bronchial obstructive syndrome, bronchial asthma, montelukast.
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OCTpHﬁ OpPOHXUT — paclpocTpaHeHHOe 3aboJieBa-
HHUE IETCKOTO BO3pacTa, KOTOpoe HauboJjiee 4acto
CJIIYXUT MPUUYUHON TOCTUTAIN3aLUMN KaXJI0TO Tpe-
Thero pebeHKa N0 JOCTHXKEHHUS! 3-JIeTHETO BO3pacTa.
HMmeronuecst pazHoriacust B onpelesIeHU 3HaUMMBbIX
NUATHOCTUYECKUX M TaKTUYECKUX II1aroB CBSI3aHbI
C TIEPCUCTUPYIOIUIUMU CUMIITOMaMU OpPOHXUAIbHOM
obcrpykuuu [1, 2].

TepMuH  «OCTpBIA  OOCTPYKTUBHBI  OpOHXUT»
00BIYHO 0003HAYaeT BUPYCHYIO WHMEKINIO HUKHUX
NBIXaTeJbHbIX MyTed C OOCTPYKIIMEN JbIXaTeJIbHbIX
nyrteit. He Bcerna jerko mmposectu nuddepeHIInaabHyIo
NUArHOCTUKY MEXIy SIMU30IUYeCKUMU, BUPYC-UHIY-
LIMPOBAHHBIMU OOCTPYKTUBHBIMU OPOHXUTAMU U OPOH-
XUaJIbHOW acTMOW y AeTeill TepBbIX 5 JjeT XuzHu [1].
B Bo3HUKHOBeHMU OpOHXMAJTBbHON aCTMbI OOJBIIYIO
pOJIb UTpaeT CJOXHOE B3aMMOACHCTBUE MeXIy dak-
TOpaMHu OKpyXalollleit cpelbl M TeHEeTUYEeCKOW Tpe-
pacmoiokeHHOCThIO [3]. AKTMBHOE OOCYXKIeHUe 1IeJie-
coo0Opa3HOCTU  MpoBeAeHUs  (apMaKOJIOTUYECKOM
MPOTUBOBOCITAJIMTEILHON Teparuu B JIETCTBE C IIEJIbIO
MpenoTBpaIlleH!s] Pa3BUTUSI OpPOHXUAJIBHOW aCTMBbI
B HAcCTOsIIIee BpeMsl BeCbMa aKTyaJIbHO.

M3BecTtHO, 4YTO B TIaTOreHe3e OCTPOro OpOHXUTa
WUTPalOT pOJIb MECTHBIE M CHUCTEMHBbIE (KJIETOYHbIE)
WUMMYHHbIe peakuuu. WM3MeHYMBOCTb WHAMBUAYaATb-
HBIX UMMYHHBIX peaKIMil TpencTaBisieT co0oil OCHOBY
I TeYeHUs] OOJIe3HUW pas3IUYHOW CTENeHU TsKe-
cru [4]. BocnaneHune 6poHXOB MPUBOJIUT K HECTaOUJIbHO-
CTU U pa3pylIeHUIO KJIETOUHbIX MEMOpaH, 4To 3arycKaer
npoiiecc 00pa3oBaHUs IMCTEMHWIOBBIX JIEMKOTpUE-
HOB M3 apaxuaoHoBoil kKuciaotTel (CysLT) [5—7]. TIpo-
BocranuTebHble 3(hGEKThI, OMOCpenOBaHHbIE JIEHKO-
TpUEeHaAMM, peau3yloTcsl B BUIE TUIEPPEaKTUBHOCTU
OpOHXOB, TMNEPHPOAYKIIMU CIWU3U, OTeKa CIUZUCTON
000JIOYKM, YBEJIWYEHUSI COCYAUCTON IPOHUIIAEMOCTHU
U TIpUBJICUCHUS KJIETOK KaK BPOXKJIEHHOU, TaK W ajar-
TUBHOI UMMYHHOI1 cucrteM [6, 8].

MoHnTenykacT o0JiamaeT BbICOKOHN CeTeKTUBHOCTHIO
B OTHOILIEHUM JICHKOTPUEHOBBIX PEIENTOPOB, CBSI3bI-
Batomux JeiikorpueHsl C4, D4 u E4, maet mporuBo-
BOCMaauTe bHble 3(M@EKTH 3a CcYeT YMEHbIIECHUS
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OPUINMHAJIbBHbBIE CTATbU

oTeKa JIbIXaTeJbHBIX MyTei, OpoHXOAMIATAIIUY, TTOAaB-
JIEHUSI XeMOTaKcruca MOHOIIMTOB 4YeJOoBeKa, WHAYIIM-
poBanHoro MCP-1/CCL2 (monocyte chemoattrac-
tant protein-1 — MOHOLIMTApHBII XeMOAaTTPAKTaHTHBII
o6enok-1) [9]. ABcTpanuiickoe pyKOBOACTBO MO OPOH-
xuajabHOl acTMe (Australian Asthma Handbook; 2016)
peKoOMeHayeT MOHTeayKacT (2—4-HeneabHblii Kypc)
B KayeCcTBe Tepaluu NMepBOii JIMHUM Y IeTeil B BO3pacTe
2—5 JIeT C MHTEpMUTTUPYIOIIelt OpOHXUATBbHONM aCTMOM
WIW 3MU30AMYECKUMU BUPYCHBIMU Xpunamu (episodic
viral wheeze) [10]. B uccinenoBanum J.A. Castro-Ro-
driguez u coaBt. [11], TOCBSIIIEHHOM TPUMEHEHMUIO
MOHTeJlyKacta y 549 neteil IOIIKOJIBLHOTO BO3pacTa
¢ "THPEKIMOHHON OpOHXMaTbHON 0O0CTPYKIIMEH, ycTa-
HOBJIEHO, YTO €T0 KypCcOBOW TpueM Ha 1/3 cHuxkaer
YacTOTy pa3BUTUSI OOCTPYKTUBHOTO OpoHxuTa. Takum
o0pa3oM, MMEIOTCSI BCe IaTOTeHEeTUYeCcKue OOOCHO-
BaHUS 11€JIeCO00Pa3HOCTU MPO(PUIAKTUIYECKOTO TIPU-
MEHEHUSI MOHTeJIyKacTa pu OpOHXMaJIbHON 00CTPYyK-
uuu y aereii [35, 6]. Ongnako B Poccuiickoit @enepauuu
Takue IeJieHarnpaBJIeHHbIE MCCIeI0BaHUS HE TPOBO-
nunrck. Borpockl prcka ¢opMupoBaHUs OpOHXUATb-
HOI aCTMBbI y JeTell JOIIKOJbHOTO BO3pacTa ¢ OCTPBIMU
OpOHXMTaMH, a TakxKe pa3paboTKa MpoGUIaKTUIECKUX
MEPOIPUITUIA TPU PEKYPPEHTHOM OpPOHXO00OCTPYK-
TUBHOM CHHIIPOME OCTAlOTCSI aKTyaJlbLHBIMU U WMEIOT
0O0JIbIIIOE TIPAKTUYECKOE 3HAUCHHE.

IHeab uccaenoBanus: u3yvyeHUE KIMHUKO-UMMYHO-
JIOTUYECKON XapaKTepUCTUKU JIeTell C OCTPhIMU OpOH-
XUTaMU 1 OTpeNie/ieHne KIMHUYeCKo 3¢h(GeKTUBHOCTU
KypCOBOI MPOTUBOBOCITAIMTENILHOM Teparu.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHUSA

JIu3aiin McclieloBaHusA: OIHOLIGHTPOBOE TPOCTIEKTUB-
HOE KOropTHoe. B mccemoBaHnM y4acTBOBAIU I€TH, TIPO-
kuBarotue B . Yure. PaboTa BbinmosHeHa Ha 0a3e oTesne-
Hust mynbMoHosiorum ['Y3 «KpaeBast gerckast KimmHu4eckast
OosbHULIA» T. YuThl, eTCKOro MoJuKIMHUYECKOTO OT/Ie-
nenus Ne3 I'V3 «JleTckmii KIIMHWYECKUIT METUIIMHCKUI
eHtp r. Yutel», ®T'BOY BO UTMA M3 P® B nepuon
¢ centssopst 2017 r. mo mions 2019 r. MccnenmoBanue ono-
6pero JIDK ®TBOY BO «HuTtwHCKas rocyqapcTBeHHAsT
MeIULIMHCKAs akaneMust», IpoTokos Ne86 ot 01.11.2017 .

Oo0BekToM uccaenoBanust ouut 109 mereil B Bo3pacTe
2,8 [2,0; 3,7] roma, 64 (58,7%) manvuukos, 45 (41,3%)
neBodyeK. Kputepny BKITIOYEHUS B OCHOBHYIO TPYIIIY:
1) BospacT ot 1 mo 5 yet; 2) yCTaHOBJEHHBIN MHUArHO3
octporo 6poHxuTa; 3) noamnvcaHHoe MHGOPMUPOBAHHOE
JMOOPOBOJIBHOE COTJIace Ha ydacTHe B WCCIIeIOBaHWMU.
KontponbHas rpyrnna Bkitouana 29 aereii 11 rpynmbl 3m0-
poBbst B Bo3pacte 3,6 [2,8; 4,1] rona: 14 (48,3%) manpuu-
KoB, 15 (51,7%) neBouek. Kputepru BKITIOUEHUSI B TPYITITY
KOHTpOJIsT: 1) Bo3pact ot 1 10 5 71eT; 2) OTCYTCTBHE TIpe-
MIECTBYIOIINX MCCIEIOBAHUIO OCTPBIX PECITUPATOPHBIX
nHpeKImii 1 6akTepranbHbIX MHDeKIMi >30 THeii.

B 3aBucumocTu oT (popMbI OCTPOTO OPOHXMUTA TMAIU-
€HTBI ObUTH pasziesieHbl Ha 2 MOATPYIIIHL:
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— nodepynna U3 75 MALIMEHTOB C OCTPHIM OOCTpPYK-
TUBHBIM OpoHxutoM: 43 (57,3%) manbuuka, 32 (42,7%)
neBOYKHU B Bo3pacTte 2,8 [1,9; 3,8] rona;

— nodepynna 3 34 neteit ¢ OCTPBIM MTPOCTHIM OPOH-
xutoM: 21 (61,8%) manbunk, 13 (38,2%) neBouek B BO3-
pacte 2,8 [2,0; 3,7] rona.

KputepnsiMmu BKITIOYEHUS B TPYIIITY C OCTPBIM TPO-
CTBIM W OCTPHIM OOCTPYKTMBHBIM OpPOHXWUTOM OBIIO
Hajmuue BepuduimpoBaHHOTO auarHosa. I[locKoJIbKy
4yacToTa 3MU3010B OPOHXOOOCTPYKIINM >3 CITYKUT auar-
HocTnuecKnM 3HadeHueM mHaekca API (Asthma Predic-
tive Index), marmeHTsI U3 TTOATPYIIIIHI C OCTPHIM OOCTPYK-
TUBHBIM OpPOHXWUTOM OBLTM pacThpeaeeHbl JTOMOTHU-
TEJbHO B 2 TTOATPYTIIIHI:

I-2 nodepynna — 32 pebeHka C aHaMHE30M MeHee
3 3MM30M0B BUPYCUHAYLIMPOBAHHOW OpPOHXUATLHON
obcTpykumu 3a npoieamue 12 mec (Bospact 2,8 [1,9; 3,7]
romga), u3 Hux 16 (50%) manbunkos, 16 (50%) neBouex;

2-7 nodepynna — 43 pebeHka, umeloinue 3 u dojee
9MU30/10B OPOHXUATBHOI 0OCTPYKIIMU Ha (hOHE OCTpOI
pecrupaTopHOii WH(MEKIMU B TeUeHHWE TPEaIIeCTBY-
fomero roga (Bospact 2,9 [2,0; 3,9] roma): 27 (62,8%)
MaJbuuKoB, 16 (37,2%) neBouex.

Paznuuue mo moisty M Bo3pacTy B JAHHBIX MOATPYII-
nax craTuctuuecku HezHauumo (p=0,3 u p=0,7 cooTBeT-
CTBEHHO).

Kpumepuu uckarouenus (uist Bcex rpyrm): 1) HECOOT-
BETCTBHME BO3PACTY W IUATHO3Y; 2) HATMYME XPOHUUECKUX
3200JIeBaHUI, BPOXKIEHHBIX aHOMAJTUIA Pa3BUTUST OPTaHOB
u cucteM; 3) oTKa3 OoT yyactusi B uccienoBaHuu. [1poro-
KOJI KCCTIEMOBAHMST BKITIOYAJT ITOC/IEOBATETbHBIE OTATTbI:

— ¢OOp aHKETHBIX TaHHBIX Y POIUTENIEH MallueHTOB;

— OILIEHKY OObeKTUBHOTO CTaTyca O0IbHBIX;

— YTOUHEHWE 3TUOJIOTMM 3a00JIeBaHUS — WCCIEN0-
BaHME HOCOTJIOTOUHBIX Ma3koB Ha PHK pecrnimparopHo-
cuHuutranbHoro Bupyca; PHK MerarnmtHeBMmoBupyca; PHK
BUpYycoB naparpurnmna 1, 2, 3, 4-ro Tunos; PHK koponaBu-
pycoB (OC43, 229E, NL63, HKU1), PHK puHoBUpYyCcOB;
JAHK anenosupyca («OP3 BupycKomrinekc»);

— WCCIIenoBaHMe KOHIIEHTpALIU LIUTO-
kuHoB  (IL-1B, TNF-a, IL-6, IL-10, IFN-a2,
IFN-B, IFN-y) wu xemokuHoB (CCL2/MCP-1,
CCL3/MIP-1a, CCL4/MIP-1p, CCL5/RANTES,
CCL11/30TaKkcuH, CXCLI1/GROaq, CXCLS/IL-8,
CXCLY/MIG, CXCL10/IP-10, CXCLI11/I-TAC)
B CBIBOPOTKE KpoBM (1—2-11 eHb mpeObIBaHUS B CTALIMO-
Hape) (Multiplex — Human anti-Virus Response panel
1 Human Proinflammatory Chemokine Panel).

IMoTeHIMATBHBIN PUCK Pa3BUTHUSI aCTMbI OLICHUBAIIN
METOIOM OIpoca TIPU TIOMOIIM PYCCKOS3BIYHOM Bep-
cum orpocHuKa «Asthma Prediction Tool» y 62 (82,7%)
poauTesiell MalueHTOB ¢ OOCTPYKTMBHBIM OpOHXUTOM
u 28 (82,4%) ponuteneil MallMEHTOB C MPOCTBIM OPOH-
xutoM [12]. MHTepBbIOMpPOBaHKUE pOAUTENIEH TTPOBOIUIN
B Hauajie UCCIeIOBaHUsT, KOHTPOJIbHOE MHTEPBBIOMPOBA-
HUE JIJIST COTTOCTaBJIEHUS YaCTOThI MaHU(eCTalu GPOH-
XMaJIbHOM aCTMBI BBITTOJTHEHO 4yepe3 18 mec.

Ha ntoroBom stane y 50 maMeHTOB C MTOJIOKUTETb-
HbIM uHAekcoM API mpeapacrnonoxeHHOCTM K OpOH-
XMaJIbHOM acTMe (BO3pacT 2—35 JieT) TpoBeieHa OlleHKa
KIMHWYECKON  3(hGEeKTUBHOCTU  NPOGUIaKTUUECKOTO
npuema OJjiokaTopa JIEMKOTPHUEHOBBIX PELENTOPOB —
MOHTeJIyKacTa dyepe3 1 1 3 Mec, peXXuM IipreMa Iiperna-
para MoHTesykacT: no 1 tabnetke (4 mr) 1 pa3 B neHb
nepopajibHO KypcoMm 3 Mec. OauH peOeHOK MCKITIYEeH
W3 MCCIIeIOBaHUs B CBSI3W C HEOIArONpUsITHON peakiiuein
B BUIE pa3dpakUTebHOCTU. [TallMeHTHI TPYIIIBI CpaB-
HeHust (20 nmereit) B MepUOAbI OCTPOI pecrMpaTOpHOM
WHOEKIUY TTOydaad CUMIITOMATUYECKYIO Teparuio.
Kputepuu a¢hGeKTUBHOCTH Tepanuu: KpaTHOCTb U IJTU-
TEJIBHOCTh OCTPBIX PECTTUPATOPHBIX MHMEKINI B THIX,
YacToTa BO3HMKHOBEHUSI CHMIITOMOB OpPOHXOOOCTPYK-
muu B obenx rpymnmax. I[lyrem Ga/urbHOI OLIEHKM CUM-
MTOMOB OCTPOIl PECIMPATOPHON WHMEKIIMU TTPOBEIEeH
pacyeT KauHu4Yeckoro uHaekca — KW (taosn. 1).

Ilo ucreyenuu mnepuona HaGmomeHust (90 nHeit)
B OCHOBHOW TpYTITe OLEHUBAIN KIMHUYECKUE TTPOSIBIIE-
HUST OCTPOW PECTTUPATOPHON MHMEKIIUU ¢ TTOBTOPHBIM
pacuetom KW, pa3zHOCTb KOTOPOTO 10 U TOCIE JeUeHUS
oTpaxana KoapduunueHT s¢hdekTuBHOCTH (Tabn. 2).
KoHeuHnass Touka wuccienqoBaHUsST — COKpallleHWe Tpo-
TMOJDKUTEJIBHOCTA OCTPOMl pecriupaTopHOil WHGEKIIUH,
YMEHBIIIEHWE YAaCTOThI ¥ BHIPaKEHHOCTH KalllIsl, CHYKE-
HUE YaCTOThI 0OCTPYKIIUKY GPOHXOB.

Cratuctnueckasi o0paOOTKa TOJTYYEHHBIX JaHHBIX
MpoBeieHa METOAaMU OMKUCATEIbHOM U HeTlapaMeTpude-
ckoii cratuctuku (Microsoft Excel 2007, Statisticav.10.0).
PesyabTaThl TipeacTaBieHbl B BUAEe MEeIUaHbl 1 WHTEPK-
BapTWIbHBIX MHTEPBAJIOB MEXIY 25-M U 75-M MIPOLIEHTU -
nsimu (Me [25; 75]), cpenHuX 3HaYeHUI: cpeHero apud-
meTtudeckoro (M) u craHmapTHOro OTKJIOHeHMsT (SD).
CratucTrueckasi 3HAYMMOCTh Pa3uIuil MeXIy IBYyMSI
HECBSI3aHHBIMM TPYMIIaMU OMPEAENIsIN HermapaMeTpu-
yeckuM kputepuem U MaHHa—YWUTHMU, TIpU CpaBHe-
HUW JBYX 3aBUCUMBIX TPYITI UCITOIb30BaH Kputepuii T
Bunkokcona. KadecTBEeHHYIO OILIEHKY MEXTPYITIIOBBIX
pa3auuuii MPOBOAWIN C UCIOJIb30BAHUEM KPUTEPHS )2,
MPU CPaBHEHUU IBYX 3aBUCHMBIX TPYITIT MCIOIb30BaJICS
kputepuit Mak-Hemapa. Cratucthyeckd 3HAYUMBIMU
cunrtanu paznuuusi ripu p<0,05.

Metonom otHomeHnust maHcoB (OILl) onpeneneHb
HauboJjiee 3HaUMMbIe (PAKTOPBI PUCKA Pa3BUTHUST OCTPOIA
ooctpykumu (aktop 3Haumm mipu O >1). Tlpo-
THOCTMYECKAsT LEHHOCTh JIOTUT-MOJEIU, TOJy4eHHOM!
B pesyJibTaTe TMOIIaroBOro perpecCMOHHOTO aHalIu3a
MPEeAUKTOPOB OpPOHXMAJBHOW AacTMbI, OIIEHEHa MeTO-
noM ROC-ananmusza (Receiver Operator Characteristic)
u onpenenenruem AUC (Area Under Curve).

Pe3ynbratbl

Hekotopble pe3yabTaTbl HACTOSIIIETO HUCCAEA0Ba-
HUS OBLIA OIMYOJIMKOBAaHBI paHee W OCBEIlaIu BOIPOCHI
(haKTOpOB pUCKa, UMMYHOJIOTUYECKYIO XapaKTEPUCTUKY
U OLIEHKY KJIMHUYECKON 3(PdEKTUBHOCTU TpHUMEHE-
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Hus MoHtenykacta [13—15]. CorinacHo MoJiydeHHBIM
pe3yabTaTaM CTaTUCTUICCKM 3HAYMMBbIe HEeOIarompusIT-
Hble (haKTOPbI Pa3BUTHSI OCTPOIT OOCTPYKIIMU MPEACTaB-
JIEHBI B Ta0JI. 3.

CrnemyeT OTMETUTh, 9TO (DAKTOPHI, TIOBHIIIAIOIINE
BEPOSITHOCTH TTOBTOPHBIX 3MM30I0B OOCTPYKIINH, a 3Ha-
YUT, U PUCK DPA3BUTHUST OPOHXUATHHOUW aCTMBI, MOXHO
pasznenuTh Ha 2 HampasieHus (Taba. 4). [lepBoe Hampas-
JIEHWe — CeMeifHas aToIWsI, 3HAaUMMasl YKe TIPU TTepBOM
U MOCJIEYIOIIMX MU30/1aX OOCTPYKIIMU, BTOPOE HAMPaB-
JIeHWE — TaTOJIOTUST TMMMOTIOTOYHOTO KOJIblia (XpOHU-
YeCKUIA aleHOUINT), YTO TTO3BOJIAIIO HaM TIPEIITOIOXKHUTh
3aMHTEPECOBAHHOCTh BUPYCHO-0aKTEPUATLHON KOHTa-

Table 1. Scheme of scoring of clinical data for respiratory infection

MHWHALMKU B (DOPMUPOBAHUU TTEPCUCTUPYIOIINX CUMITTO-
MOB 00CTpYKIIUM OpoHXOB [16—18].

Hauano mposiBieHust ciMITOMOB B 1-it 1 2-11 moj-
rpynmax, pasin4aBIIUXCs MO YUCITY 3MU3010B OPOHXU-
aJTbHBIX OOCTPYKIIWIA, OBUIO TPUMEPHO OIMHAKOBBLIM:
ocTpoe Hawajgo npeobnagano y 74,7 u 67,6% nereit
cooTtBeTcTBeHHO (p=0,4), y OCTaJIbHBIX MAIMEHTOB KJIM-
HUYEeCKHWe TIPU3HAKU TIPOTPECCUPOBAIN TOCTEITEHHO.
BbIpaskeHHOCTh KaTapajbHBIX CUMITOMOB CTaTUCTH-
YeCKW 3HAYMMO MpeBapoBaia Y OOJBHBIX C OCTPHIM
MpOCTbIM OpoHXUTOM (67,6%; p=0,04), Kak 1 BbIpaXKeH-
HOCTb OOIIMX CUMIITOMOB MHTOKcUKauu (44,1% B moj-
IPyMIe ¢ TMPOCTBIM OPOHXUTOM TIpOTUB 22,7% y Tanu-

Tabauya 1. Cxema 0a1/IbHOI OLEHKH KJIMHUYECKUX IAHHBIX NPH PECNIMPATOPHOI HH(pEKIHK

IIpu3nax
0 1

Ouenka, 0aJuIbI
2 3

3aJ102KEHHOCTh HOCA Her

MHTEeHCUBHOCTD BbIIEICHUI

Her
M3 HOCa
M3MeHeHue nbIxaHus Her
JIMATEeNbHOCTD KalllIst 1-2 Hen
MHTEeHCMBHOCTD Kalllis B THEB- Her
HOE BpeMs
MHTEeHCUBHOCTD Kallljisi B HOU- Her
HOE BpeMs
Cymma 6aiioB (KI)

Ci1abo BbIpaxeHa

CKynHbIe

BnaxHbie XPUIIbI
IIPpU IbIXaHUU

2—3 Hen

Karenpb B TeueHue
OIHOTO KOPOTKOTO
nepromia

B teueHune HouM oquH
pa3 CoH ObLT HapyIlIeH
KarieM

YMepeHHO BbIpa’k€Ha

YMepeHHO BbIPa>kC€HbI

CBucTsIlee TbIXaHue

1-2 mec

bonee uem 2 nepuona
KAIILISI B TEUEHKE THS

2—3 npoOyKIaeHUS
HOYBIO M3-3a KalllIs

CUWIJIBHO BBIpakeHa
OOMIIbHBIE

Brsxenue yerymum-
BBIX MECT TPYIHOW
KJIETKHA

bonee 2 mec

Yacrblii Kaleab
B T€UEHME THS,
HEe Mellaroui
MOBCEIHEBHOMN aKTUB-
HOCTH

Yacrblii Kaiesb 00J1b-
LIYIO YaCTh HOYU

Tabauya 2. Ikana onenku 3¢¢eKTUBHOCTH Kypca JiedeHust
Table 2. The scale of evaluation of the effectiveness of the course of treatment

Pa3HocTh KIMHMYECKOr0 HHAEKCA /10 U Mocie

Pesyabrat neyenns evennst Koaddunuent addextuBHocTi
bes apdekra 0 1
HesHnauntenbHbli 9 hEeKT 1-2 2
V10BIeTBOPUTENLHBIN 3-5 3
Xopommii 6—9 4
OTIMIHBII 10 u Gonee 5

Tabauya 3. @aKTOPBI PUCKA PA3BUTHS OCTPOIi 00CTPYKIMH, 7 (%)
Table 3. Risk factors for acute obstruction, » (%)

DakTop pucka 00B (n=75) OIIb (n=34) O (95% AU; p)
AJutepruyeckuii auares 34 (45,3) 7 (20,6) 3,2 (1,2-8,3; p=0,01)
Hanuuue Kypsimx 4ieHOB ceMbu 36 (48) 9(26,5) 2,6 (1,1-6,2; p=0,03)
Hacnencreennas atonust 54 (72) 9(26,5) 7,1(2,9—17,8; p<0,001)
ATONTMYECKUIA TEPMATUT 39 (52) 3(8,8) 11,2 (3,1-39,8; p<0,001)

HbIA UHTEpBaJI.

50

Tpumeuanue. OOB — ocTphiit 06cTpyKTUBHBIN OpoHXUT; OTTB — ocTphlii mpocToit 6poHxuT; Ol — oTHOIeHUe aHcoB; [IV — noBepuTe/b-
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Tabauya 4. GaKTOpbl PUCKA Pa3BUTHS MOBTOPHOI 00CTPYKIMH, 1 (%)
Table 4. Risk factors for the development of repeated obstruction, n (%)

BponxuanbHas 00CTpyKIust

®akrTop pucka

OILII (95% JIM; p)

<3 (1=32) >3 (1=43)
CeMeliHbIi ajuleproaHaMHe3 17 (53,1) 37 (86) 5,4 (1,8—16,5; p<0,05)
XpoHUYECKUIi aleHOUIUT 2(6,3) 12 (27,9) 5,8 (1,2—-28,2; p<0,05)
ATOTIMYECKUI IepMaTUT 8 (25) 31(72,1) 7,7 (2,7-21,9; p<0,05)

Ilpumeuanue. Ol — otHoeHUe WaHcoB; IV — noBepuTeNbHbIN MHTEPBAI.

eHTOB ¢ OpoHxoobctpykiueii; p=0,02). debpuibHas
JIMXopanka B 3 pasa yaille BCTpeuyajach y JUIl C OCTPhIM
npoctbiM OponxutoM (p<0,001), mpu OOCTPYKTUBHOM
Oponxute B 1/3 ciyyaeB BBISIBISIUCH HOPMOTEPMMSI
n cyodeodpunbHas Temreparypa (p=0,01). SBiaeHwus
IbIXaTeJTbHOUM HemocTaToyHOCTH I cTermeHu BEHISIBIECHBI
y 25,3% mauneHToB, y 2/3 W1l MPU3HAKK JBIXaTeIbHOMN
HEIOCTaTOYHOCTH cooTBeTcTBOBaiu | cremenu. Jlabo-
paTOpHBI MOHUTOPUHT ITOKa3aj, YTO WHIWBHUIYYMBI
C OCTPBIM OOCTPYKTHUBHBIM OpoHXUTOM B 20% ciydaeB
WMEIN OTHOCUTEJIbHYIO 303MHOMWINIO B nepudepuye-
ckoit kposu (7,0+1,0%).

JInsT  yTOYHEHWST BO3MOXKHON TPUTTEPHON posv
BUPYCOB U 0OakTepuii TpoBedeHa 3STHOJIOTMYecKast
OlLlIeHKa OCTpBhIX OpOHXMUTOB. B pesynbrare pecnuparop-
HbIe BUPYCHI BbIsIBIeHBI Y 53 (70,7%) nmeteit ¢ OCTPBIM
0OCTPYKTUBHBIM OpoHXHUTOM, y 19 (55,9%) — c ocTpbIM
npoctbiM OponxutroM (p=0,008). JleTanbHbIl aHAIN3
STHUOJIOTUY OCTPBIX OPOHXUTOB B 3aBUCUMOCTH OT (hOPMBI
MoKa3ajl, 4YTO pecrupaTopHble BUPYCHI B BUJIE€ MOHOWH-
ek U MUKCT-MH(DEKIIMU HAOII0IaTMCh OIMHAKOBO
4yacTo y JeTeil C OCTPbIM OOCTPYKTUBHBIM OPOHXUTOM
(B 79,2 n 20,8% ciydaeB COOTBETCTBEHHO) M OCTPBIM
MpocThiM OpoHxuToM (B 68,4 m 31,6% ciydaeB COOT-
BetcTBeHHO; p=0,3). Yacrora pa3BuThs KOMHGEKIIMU
CTaTUCTUYECKU 3HAYMMO HE pas3jinyajach y MalMeHTOB
nByx rpymm (p=0,3) u B 33% ciyyaeB OblIa TIpecTaBIcHA
peCIIMPaTOPHO-CUHIIMTUATIBHBIM ~ BUPYCOM,  COYETalo-
IIMMCS Y KaXI0TO YETBEPTOTO pedeHKa ¢ alieHOBUPYCOM,
BUPYCOM Iaparpurina, puHOBUPYCOM M KOPOHABUPYCOM.
B cirygae popmupoBaHUST GPOHXO0OCTPYKIIMK BEAYIIIYIO
MO3ULIAIO 3aHWMajla PUHOBHMPYCHAsT MHMEKIINS, BBISIB-
ngBasicss B 24,5%, B Ipymire ¢ OCTPBIM TIPOCTHIM OPOH-
XUTOM PUHOBUPYC He 3apeructpuponaH (p=0,02).

Bocnanenue npIxaTelIbHBIX ITyTel TPU OOCTPYKTUB-
HOM OpOHXHWTE XapaKTepu30BaJIOCh CTATUCTUUYECKU 3HA-
YUMBIM TTOBBIIIIEHUEM YPOBHEM KaK MTPOBOCTATUTETbHBIX
(IL-1p, IL-6; p=0,02), Tak ¥ TPOTUBOBOCTIATUTEIHLHBIX
mutokuHoB (IL-10; p=0,03; puc. 1). [Iponykumst xemo-
KWHOB B OCTPOM TepUOjIe TTPU OOCTPYKTUBHOM OPOHXUTE
CTaTUCTUYECKM 3HAYMMO OTJIMYaJlach OJHOHAIpaBJIeH-
HBIMYW U3MEHEHUSIMU TIPOAYKIINKA MaKpo(aralbHbIX BOC-
nanurteabHbIx 6e1KkoB MIP-1a u MIP-1, a Takcke u [L-8;
WX YPOBHU OBLIM B 2 pa3a HUXe, YeM Y JeTeil C OCTPhIM
npoctbiM OponxutoM: MIP-la = 159,8 [102,2; 373,3]
u 335,2 [131,8; 926,5] r/mn (p=0,02); MIP-1B = 35,9
[24,7; 59,7] n 60,6 [28,7; 141,8] nr/mMJI COOTBETCTBEHHO

(»=0,01), IL-8 = 1200,9 [606,2; 2466,2] u 2279,2 [783,3;
6094,3] ir/mut cootBeTcTBeHHO (p=0,03; puc. 2).

Tlepcuctupytoniyii  GpoHXOOCTPYKTUBHBIN CUHAPOM
COTTPOBOXIAJNICST CTATUCTUYECKM 3HAUYMMBIM  TTOBBIIIIE-
HueM koHueHTpaiuu MIP-la B chiBopoTke KpoBu B 1,8
pasa o cpaBHEHUIO C aHAJIOTMYHBIM ITOKa3aTesieM y JeTei
¢ obcrpykuusiMu MeHee 3 pa3 B rox (199,1 [131,7; 524,9]
u 111,4 [59,6; 225,2] nr/mn cootBercTBeHHO; p=0,01).
OmHOBpPEMEHHO TMALIMEHTHI ¢ MEPCUCTUPYIOIEH 00CTPYyK-
el JeMOHCTpUpPOBaIn B 2,3 pa3a 0ojee HU3KME 3HAYeE-
Hust [L-8 B cpaBHEHMM ¢ TTAlIlMEHTaAMU ¢ OCTPBIM ITPOCTBIM
opouxutom (p=0,047). Takum oGpa3om, ocTpbie OPOH-
XUTHI poTeKatoT ¢ uHuLManueit Tunos Th1 (IFN-b, 1L-8,
GRO-a, MIP-1B) u Th2 (MCP-1, MIP-1a, RANTES)
UMMyHHOTO oTBerta. Ilepcuctupyrommiti OpoOHXOOCTPYK-
TUBHBIA CHHIPOM XapaKTEPHU3YeTCsl TOBBIIIEHUEM KOH-
neHtpauu MIP-1a Hapsiny co cHuxeHueM ypoBHst [L-8.

HauGonee BaXHBIM TpEACTABISETCS Y4YET BbISB-
JIECHHBIX HAMW M3MEHEHUWI IIJIsST TTPOTHO3MPOBAHUST OCO-
OEHHOCTE TEeYEeHMS] OCTPHIX OPOHXUTOB C 3MU30AAMU
CBUCTSIIETO IbIXaHUS y JeTeil DOIIKOJBHOTO BO3pacTa.
MeTomoM MOIIIaroBoro BKIIOUYEHMsT/UCKITIOYeHUS TTPOBe-
JIEH PerpeCcCUOHHBIN aHaIN3: UTOTOBOE YpaBHEHUE JIOTH-
CTUYECKOM perpeccuu BKoYaeT 3 (hakTopa prcka, oKa-
3pIBAIONINE CTATUCTUYECKU 3HAUMMOE BIIUSHUE Ha PUCK
pa3BuTHs 3a001eBaHus (Tad. 5).

dopmyrna MporHo3a pucka pa3BUTHUS OPOHXMAIBHOM
aCTMBI Y JeTeil C OCTPHIM OPOHXOOOCTPYKTUBHBIM CHH-
JIPOMOM MH(PEKIIMOHHOTO reHe3a, OCHOBaHHasl Ha 3 Tipe-
JIUKTOpax, UMeEeT CIIeAYIOIINIA BUI:

BBA=1/1+e™,
rne BBA — BeposITHOCTh OpOHXMAIBLHON aCTMBI,
x=-0,592 + 0,453 xx, + 0,307 xx, + 0,233 xx,,

Te X, — aTONUYECKMI NepMaTUT B aHAMHE3e, X, —
OTSTOILIEHHBIN HACIEACTBEHHBIN ajjleproaHaMHe3 CO
CTOPOHBI POACTBEHHUKOB | MHMM, X, — XpOHMYECKMi
afeHOUINT.

TIporHocTuyeckasi 1IEHHOCTb TTOJYYEHHON MOJeIu
cocraBuia 0,87, 4To COOTBETCTBYET XOPOIIEMY KaueCTBY,
Se (Sensitivity — yyBcTBUTENBHOCTH) = 1,0; Sp (Specific-
ity — cneuuduanocts) = 0,69, AUC (Area Under Curve)
=0,87 (95% AU 0,78—0,96; p<0,001; puc. 3).

CorracHO pe3yibTaTaM, IOJyYEeHHBIM C TTOMOIIBIO
onpocHuka «Asthma Prediction Tool», ycraHoBieHo,
yTo 0KOJ0 50% MalmeHTOB C OCTPBIM OOCTPYKTUBHBIM
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Tabauya 5. OcHOBHBIE 3HAUYEHHUs] YPABHEHH JJOTUCTHYECKOIi perpeccuu
Table 5. The main values of the logistic regression equation

IIpenukTop B Std. Err. of B B Std. Err. B p
KoncTanTa — - —0,592 0,217 0,009
ATOIMMYECKUIA TEPMATUAT 0,453 0,089 0,409 0,080 <0,0001
OTSITONICHHBIH alJIeproaHaMHe3 CO CTOPOHBI 0.307 0.089 0.261 0.075 0.001
pOACTBEHHUKOB | TnHMM ’ ’ ’ ’ ’
XpOHUYECKIUIA aEHOMUINAT 0,233 0,079 0,281 0,096 0,005

IIpumeuanue. p — perpeccuoHHblit Koabduument; Std. Err. of B — crannaprtHas ommbka f3; B — cBo6oansiit wien; Std. Err. B — ctrannapTHast
ommbKa B; p — ypoBeHb CTAaTUCTUYECKON 3HAUNMOCTH.

Tabauya 6. YacToTa pasBUTHSA PECIUPATOPHBIX 3200JIeBAaHMI 32 3-MeCAYHBIN NePHOI HAOTIOAEHHS Y IeTeil 0CHOBHO IPyNbI,
NOJTyYABIINX JiedeHHe MOHTEIYKACTOM, B CPABHEHUH C TPYNIOi CpaBHEHHs, He MOJIy4YaBIleii Takoro Jeyenus, M+SD

Table 6. The frequency of respiratory morbidity over the period of 3-month follow-up in children of the main group treated with
montelukast, in comparison with the comparison group that did not receive such treatment, M +SD

OcHoHas rpymna (n=29) I'pynna cpasuenus (n=20)

IToka3arenn
HCXOOHO qyepe3 3 mec HCXOOHO qyepes 3 mec
Ywucno cayyaeB OPU 3a 3 mecsina 2,2 [1,5; 3,0] 1,9 [1,0; 2,5] 2,0 [1,0; 3,0] 2,0 [1,0; 3,0]
IIponomxurenbHocTh TeueHust OPU, cyt 18,0 [15,0; 21,0]1*  10,0[9,0; 11,0]* 16,5 [14,0; 19,0] 15,5 [14,5; 18,0]
Yucno srmmuzonoB BO Ha pone OPU 3a 3 mec 1,0 [1,0; 2,0]* 0,0 [0,0; 1,0]* 1,0 [0,0; 1,0] 1,0 [0,0; 1,0]
CBucTsIee IbIXaHUE W/WIN CIIACTHYECKUIA
Kauienb npu hbU3nIecKoii Harpy3ke, pe3- 15 (51,7)** 4 (13,8)** 9 (45) 7 (35)

KHX 3araxax, cMexe, miade, 1 (%)

Ilpumeuanue. Paznuuusi B Tpynmnax 1o v mocjie Je4eHUus: cTaTuctuuecku 3Hauumbl (p<0,05) * — kputepuit T BunkokcoHa, ** — kpurepuit
Mak-Hewmapa.

OPOHXUTOM WMEIW HU3KUI PUCK Pa3BUTUST OPOHXU-
aJIbHOM acTMbI, OKOJIO 45% WMeNnu pUCK CpeaHeil 3Ha-
YUMOCTU W KaXXIBIN JEeCATHII MMeT BBICOKYIO CTEIeHb
pucka. B katamHe3e peanusanusi OpOHXMATbHONW aCTMBbI
otMmeueHa y 30,9% naunenToB, n3 Hux 15 (78,9%) umenu
CpeTHUI pUCK pa3BUTHS 3aboseBanus, a 4 (21,1%) mamu-
eHTa ObLTM M3 TPYIIIBI BHICOKOTO pUcKa. B xome Tectu-
poBaHUsSl pa3pabOTAaHHOW TPOTHOCTUYECKON MOAEIN
Ha KOHTPOJIbHOI BbIOOpKe (n=18), BKiItouatolei 5 nereit
¢ Bepr(UIIMPOBAHHBIM B KaTaMHe3€¢ TUArHO30M OPOHXU -
aJIbHOM acTMBI, BEPOSITHOCTb PUCKa Pa3BUTHST 3a00J1eBa-
HUST coctaBuiia 6oiee 0,5, YTO CBUAECTELCTBYET O PUCKE
pa3BUTHS OPOHXUATBHON aCTMBI y TAaHHOTO pebeHKa.

CorlacHO COBPEMEHHBIM PEKOMEHAALUsIM B CITy-
yae BBICOKOTO PHUCKA Pa3BUTHUS OPOHXMABHOW aCTMBbI
y pebeHKa 1eJecoobpa3Ho KoJuleTnaabHoe (C yJacTheM
aJTeproJyiora /Wiy MyJIbMOHOJIOTa) Ha3HAaYeHHUE C LIeJTbIO
nuddepeHInaNIbHON TUarHOCTUKKM TPOOHOrO  Kypca
MMPOTUBOBOCTIAIMTENILHOW ~ Teparuu HU3KWE JIO3BI
WHTAJISLUOHHBIX TJIIOKOKOPTUKOCTEPOUIIOB WM aHTU-
JIEMKOTpUEeHOBbIE TIpernaparsl [1].

B xone oneHkn KiIMHUYECKO 3((PEKTUBHOCTU TIPO-
JIOHTMPOBAHHOTO Kypca MOHTEJIyKAcTa YCTaHOBJIEHO
CTATUCTUYECKN 3HAYMMOE COKpaIlleHWe TPOAOIKUTEb-
HOCTH OCTPOI1 pecMpaTopHOi MH(MEKIINN Y AeTeil OCHOB-
Hoit rpynmsl ¢ 18,0 [15,0; 21,0] mo 10,0 [9,0; 11,0] cyr
(p<0,001), craTuCTUYECKN 3HAYMMOE CHUMKEHUE YaCTOThI
BO3HMKHOBeHMS cBUCTIIMX xputoB ¢ 1,0 [1,0; 2,0] mo 0,0
[0,0; 1,0] pa3 (p<0,001). CornacHo OIpocy KOCBEHHbIC
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MPU3HAKKM TUINEPPEaKTUBHOCTH OPOHXUATLHOTO JepeBa
(UKCUPOBATUCH Y KaXI0T0 BTOPOro pebGeHKa OCHOBHOM
rpyrsl — 15 (51,7%), yepe3 1 Mec Tepanuu COXpaHSUTNCh
vy 9 (31%) nmauueHTos, uepe3 3 mec — y 4 (13,8%) u3 29
Ha6monasimxcs (p=0,02; Tab. 6).
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Puc. 3. ROC-ananu3 A/ JOTUCTHYECKOI MOIe/IN.
Fig. 3. ROC analysis for the logistics model.
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Musepruyxuii F0.JI. u coasm. KinuHuueckast 3hHeKTMBHOCTb aHTUIICHKOTPUEHOBOI Tepanuu y IETei ¢ OCTPhIMU OPOHXUTAMK

IL-1B

o)

IEN-B 1L-§

IFN-y = / IFN-a2
®eee .’
|~
IL-10 TNF-a
OOb = = OIIb -++-+ KoHtponpHas rpynmna

Puc. 1. ConepkaHue IUTOKHHOB B CHIBOPOTKE KpoBHu (Me) y ne-
Teii 00CIe0BAHHBIX TPYIII.

IIpaBuibHbIil CeMHYTONBHUK OTPAZKAET MOKA3aTeId KOHTPOJIb-
HOii rpynnbl, npuHsATHIE 32 exunuy. OOB — ocTpblii 00CTPYK-
TUBHBIH OpoHxuT; OITB — ocTpblii MPOCTOi GPOHXUT.

Fig. 1. The content of cytokines in blood serum (Iu) in children
of the examined groups.

The correct heptagon reflects the indicators of the control group
taken as one.

KnuHudeckuit MHIEKC IO M TOCTE MPOTHBOBOC-
MaJTUTETbHON Tepanmuyu JeMOHCTPUPOBA CTaTUCTH-
YyecKM 3HAauYMMOE CHMXEHHE IO BCEeM IapaMeTpaM.
B uenom Ha ¢doHe JeyeHUsT BUPYCUHIYIUPOBAHHBIE
CBUCTSIINE XpUITBI KynupoBaiuch y 24 (82,8%) maumn-
eHToB (p<0,001). IMTpomoaKUTENAbHOCTb MOCTUH(DEK-
LIMOHHOTO Kaluis cokpaTtuyachk ¢ 3 no 2 Hen (p<0,001).
bonee 1/3 ponuteneii OTMETUIM CTATUCTUYECKU 3Ha-
YUMOE YMEHBIIeHWE BBIPAXKEHHOCTU JTHEBHBIX CHM-
MTOMOB, HOUYHOM Kamrenb y 20 (68,9%) merteit oTcyT-
crBoBan (p<0,001; puc. 4). Kak nOTOJHUTEIbHBIN
3¢hGEKT 0OTMEYEHO CTATUCTUYECKU 3HAYMMOE YMEHb-
IeHWe CUMIMTOMOB ajlIepTMYeCKOT0 PUHUTA y TMallM-
€HTOB OCHOBHOI Tpynmnsl (p<0,001).

WTOrOBBINM KIWHUYECKHUIT WHIEKC JO0 3-MEeCSYHOTO
Kypca MoHTenryKacta coctaBui 10,0 [8,0; 11,0], mocie
kypca — 3,8 [3,0; 5,0], yTo meMOHCTpUpPYET BBICOKYIO
3(hHEKTUBHOCTH KyPCOBOTO MCIOJb30BaHUSI MOHTETyKa-
cra y JeTei ¢ peluaMBaMyu OpOHXUATbHOM OOCTPYKIIMU
(»<0,001). KoadduuueHt 3¢ dekTuBHOCTH (pa3HOCTb
KJIMHUYECKOTO WHIEKCA IO M TIOC/ie Kypca JICUeHUS)
y 58,6% cOOTBETCTBOBAJ XOPOIIEMY KIMHUYECKOMY
3¢ deKTy, 4TO MPOSBIAIOCh TEUEHUEM OCTPOU pPeCcIT-
patopHOl WMHMEKIMU 0e3 BOBICYEHUs] HWXKHUX JIbIXa-
TeJTbHBIX TTyTel, CHUKEHUEM YaCTOTHl I MHTEHCUBHOCTH
JMTHEBHOTO WM HOYHOTO KallUTsl, 3HAYMTEJbHBIM YJydIlie-
HUEM OOIIIETO COCTOSIHUST peOeHKa.

VY 34,5% nauuentoB Ko3dduuneHT 3¢GEeKTUBHO-
ctu OblT paBeH 3 (ymoBieTBopuTedbHas 3(pdeKTuB-
HOCTBb). B 3TOM ciydae poauTenn OTMETUIU OOIIee
YMEHBIIEHNe  BBIPAXXEHHOCTU  BCEX  CUMIITOMOB.
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Puc. 2. ConepkaHue XeMOKHHOB B ChIBOPDOTKE KPOBH Yy JeTei
¢ ocTpbiMu Oponxutamu (Me) B CPaBHEHMH C TOKA3aTeJsIMH
KOHTPOJIbHO# IPYNIIbI, MPUHATHIMH 32 €JUHHILY.

OOBb — octpsrii o6cTpykTHBHBIA OponxuT; OIIB — ocTpsiii
MPOCTOii OPOHXMUT.

Fig. 2. The content of chemokines in the blood serum of children
with acute bronchitis (Me) in comparison with the indicators
of the control group taken as one.

KonTponbhas rpynna

MHTEHCUBHOCTbH KallUIs HOYBIO 3% L1

VIHTCHCHBHOCTD KAILUIS JTHCM e | 0 2,3
>

0,8
JIIMTENBHOCTD Kaluist e

3arpyAHEHHOE JbIXaHUE 1,3
B rpy/HO# KieTke W 0,2%

PUHOPC  — ( 0+ 0
SANOKEHHOCTD HOCH  pu | ()% 20

Jlo aedenust H Yepe3 3 mec qeyenust

Puc. 4. IluHaAMHKA KJIMHUYECKUX CHMIITOMOB PECMPATOPHBIX
uH(EKIuii 10 ¥ nocje 3-MeCIYHOro Kypca MOHTETYKacTa.
Vkaszano cpennee (M) 4uCiI0 0ANIOB MO KAXKIAOMY CHMITOMY
(Mo olleHKe poauTeJieii).

* — pa3iMyMsi MeXIy IPyNNnaMH CTATHCTHYECKAS 3HAYUAMBI
(p<0,001; xpurepnii  CTbIOZEHTA /151 3aBUCHMBIX BHIOOPOK).
Fig. 4. Dynamics of clinical symptoms of respiratory infections
before and after a 3-month course of montelukast (average num-
ber of points (M) for each symptom) (according to parents’ as-
sessment).

HesnauuTenbHblil pe3yabTaT JiedeHUs: (Koahhuim-
eHT 3dextuBHOCTH 1—2) OBUT TONMYYeH ¥ 2 (6,9%)
JeTeil, xapakTepru30BaJicsl YMEHbIIEHUEM MHTOKCHUKA-
1MUY, HE3HAYUTEIbHBIM CHMXEHHEM BbIPaXEHHOCTU
pecnupaTopHbIX MPOSIBJIEHUI MpPU OCTPOil pecrupa-
TopHOI MHbpeKuunu. Bece ponurenu nereit aHaau3upy-
€MO TpyIIbl OTMETUJIN YIOOCTBO MPUMEHEHUS MEPO-
paibHOU (POPMBI, KPaTHOCTb AO3UPOBAHUS OJUH pa3
B JIeHb, YTO HE OTPAHUUYUBAJIO MOCEIIEHUE JETCKOTO
cana 1 00ecrneynio BHICOKYI0 KOMILIAEHTHOCTb.

OO0cyxaeHue

V Kaxmoro MmgToro naupeHTa B reMorpaMMe peru-
CTPUPOBAIUCH D03MHOMWINS, a TakKXKe OTKJIOHEHUS
B LIMTOKMHOBOM CTaTyCe, 4YTO CBUIETEILCTBYET 00 OCO-
OGEHHOCTSIX BOCITaJIEH!sI Y TIOBBIIAET PUCK Pa3BUTUSI aTO-
nJyecKol OpoHxuanbHo# acTMEl [19, 20]. I1peobnananue
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pUHOBMpYCa KaK 3THOJIOTMYECKOTO (haKkTopa B TpyIINe
C pelMIMBUPYIOIIE OOCTPYKIIMEe OPOHXOB TMOATBEPXK-
JlaeT JaHHBIE O BHICOKOM TMOTEHIIMAJIbHOM TPUTTEPHOM
NeCTBUU PUHOBUPYCHOM MH(MEKIIMU B OTHOIIIEHUHU pea-
JIN3alMM OPOHXMATbHOM acTMbI [21—23].

HUcnonw3oBanne omnpocHuka <«Asthma Prediction
Tool» B mennaTpuyecKoil mpakTuKe yno0HO JJisi OpUeH-
TUPOBOYHOM OIIEHKM pHUCKA Pa3BUTUsI OpPOHXMATbHOMI
acTMbl y JIeTell paHHETO BO3pacTa, MOCKOJIbKY ero Kpu-
TepUM 3HAYMTEJILHO TOIOJIHSIOT OOBIYHO OlIEHMBaeMble
¢akTopbl prcka U HaOOPHI CUMIITOMOB, YKa3bIBAIOIINX
Ha BEpPOSITHOCTb OpPOHXMAJIbHOW acTMbl, Y MAllMEHTOB
C peuMauBaMu OpOHXUAJIbHOW OOCTPYKIIMM Ha (oHe
ocTpoit pecriuparopHoil uHdexkimu [12]. UmeHHO mipo-
BelleHUEe TIPOCTIEKTUBHOIO MCCJIENOBAaHUSI C TIPUMEHEe-
HUEM OIPOCHUKA y AeTeil 1—3 JieT mo3BOJIMIO TTIOATBEDP-
IUTh ero 3¢pGEeKTUBHOCTh U A0Ka3aTh, YTO JeTajbHast
OlIeHKa CUMIITOMOB Y JIeTeii paHHEero Bo3pacTa yjydlliaeT
MPOTHO3 Pa3BUTUSI OPOHXUAIBHOI acTMBI B 0oJiee cTap-
1IeM BO3pacTe.

I'maBHas 11e1b MOHUTOPUHTA COCTOSIHUS Y TTAIIMeHTOB
C PEKYpPPEHTHBIM OPOHXOO0OCTPYKTUBHBIM CUHIPOMOM —
BO3MOXHOCTh TIPEAYINPEXIaTh TOBTOPHbBIE 3TMU30/bI
OOCTPYKIIMM M OpOoHXUaJIbHOM acT™Mbl [1, 2, 5]. MHorue
aBTOPBI MPU3HAIOT, YTO TATTEPHbI CBUCTSIIMX XPUIIOB
(wheezing) y neteil JOIIKOJIBHOTO BO3pacTa MEHSIIOTCS
C TeueHWeM BpeMeHU M Ha (hOHE MPOTUBOBOCHAIUTEb-
Holi Tepanuu |5, 24, 25]. [lonydyeHHBIe HAMU Pe3yIbTaThI
TMOATBEPXKIECHBI B Psijie UCCIEIOBAHU, B KOTOPBIX TAKXKe
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OPUINMHAJIbBHbBIE CTATbU

MOKa3aHo, YTO KypCOBO€ MPUMEHEHUE MOHTeIyKacTa
CTMOCOOCTBYET CHMXKEHMIO WHTEHCHBHOCTU M YacTOTe
MOSIBJICHUSI CUMIITOMOB OOCTPYKIIMM, COKpAIIEHUIO
IIATEIBHOCT U TSDKECTU TEUEeHUSI pPecrrpaTOpPHOM
nHGEKIUU, TeEM cCaMbIM yYMEHbIIIasi pUCK BO3HUKHOBE-
HUSI OpOHXUATIbHOM TUIIeppeakKTUBHOCTH [24, 25].

Hare uccnenoBaHue orpaHM4eHO HEOOJBIINM YHC-
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TSI TIeAMaTPUM HaTIpaBJICHUM.
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Tamu. Hapsiny co 3Ha4uMOCTbIO (DaKTOPOB aTOMUU POJib,
BUPYCHOW WHGMEKINM B TIEPCUCTUPYIONIEM TEUSHUHN
CUHApPOMa OpOHXMAJIbHOW OOCTPYKIIMU MOITBEPXK-
JeHa KakK J1abopaTOpHBIMU NaHHBIMM (PUHOBHMpYCHAS
uH@ekuus), Tak U KIMHUYECKU (aIeHOTOH3WIspHAas
naroJjiorust). B koropre nereit B Bo3pacrte ot 1 10 5 et
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OPUINMHAJIbBHbBIE CTATbU

Oco0eHHoCTH POI0IbHOI TedopMalu J1eBOTO0 KeJlyJA04Ka y feTeii B Bo3pacre ot 1 roga
JI0 S JeT, pOAMBIIMXCS ¢ HU3KOM, 04€Hb HU3KOM U IKCTPEMAJIbHO HU3KOI MAaCCoi Tejia

E.H. ITasawokosa’, M.B. Konocosa?, I'.B. Hexnwdosa', P.C. Kapnos'

'"Hay4yHo-uccnenoBaTenbCknini MUHCTUTYT kKapanonorum ®rBHY «ToMcknii HaumMoHanbHbIN MCcNeaoBaTebCKNin MeauUMHCKUIA
ueHTp PAH», Tomck, Poccus;
2Pre0yY BO «Cnbupckuii rocynapCTBEHHbIN MeANLMHCKNIA yHuBepcuTeT» MuHagpasa Poccun, Tomck, Poccus

Features of left ventricle longitudinal strain in children from one to five years old,
born with low, very low, and extremely low body weight

E.N. Pavlyukova', M.V. Kolosova®, G.V. Neklyudova', R.S. Karpov'

'National Research Medical Center of the Russian Academy of Sciences, Tomsk, Russia;
2Siberian State Medical University, Tomsk, Russia

Heab uccnenosanusi. 3yunts nedopmanuio B npooabHOM HANPABIEHUH SHI0KAPIUAILHOTO, CPEAHEro ¥ AMUKAPAHAIBHOTO CJI0EB
JIEBOTO JKeJyA0YKa Y IeTeil B BO3PACTE OT OIHOrO TO/iA 10 MSATH JIET, POKIEHHBIX ¢ HU3KOii, 0YeHb HU3KOii H 9KCTPEMAIbHO HU3KOM
Maccoii Tesa.

Marepuasnsi u Metoasl. MccienoBanue BbinosnHeno y 204 neteii B Bo3pacTte OT OJHOTO I0/ia 0 MSATH JIET; U3 HUX 53 pedeHKa, mpex-
JIEBPEMEHHO POXKIEHHBIX HA MO3JHHUX CPOKax OepemeHHOCcTH, 103 pedeHKa, pPOKIAEHHBIX ITyOOKOHEIOHOLIEHHbIMH, U 48 neTei,
POKIEHHBIX 310POBbIMHA M JOHOLIEHHBbIMHU. JlehopManusi SHI0KAPAUATIBLHOTO, CPEIHEr0 H SNMUKAPIUAILHOTO CJI0EB B MPOJOJILHOM
HANpPAaBJEHUH OlIEHEHA B pexkuMe o()IaiiH ¢ IpuMeHeHneM TexHoornu «cien naTtia» (Speckle Tracking Imaging-2D Strain).
PesynbraTel. Hapyienusi TpaHCMypaJbHOTO TpaaueHTa fedopMaiiy CTeHKH JIEBOTO JKeJTyno4ka BbisiBieHbl y 11,32% nereii, pox-
JIeHHbIX ¢ HU3KOil Maccoii Tena, u'y 16,5% nereii, poxKIeHHbIX ITy0OOKOHeIOHOMEHHbIMH. CHIDKeHHE cerMeHTapHoi nedopmanim
JIEBOTO KeJTy/104Ka 3apeructpupoBano y 33,96% nereii, npexkieBpeMEeHHO POK/IEHHBIX HA MO3HUX CPOKAX OepemenHocTH, Uy 18,44%
Jiereii, POXKIEHHBIX ITyOOKOHEIOHOLIEHHBIMU. Y JleTeii-CBePCTHUKOB, POXK/IEHHBIX 3/10POBbIMH M JIOHOIIEHHbIMH, HAPYIIEHHUs] TPAHC-
MYPAJIBHOTO 'PAIHEHTA CTEHKH H CETMEHTAPHOE CHIDKEHHe lehopMalii J1eBOro Kely04Ka He OTMEeUeHbl. Y JieTeii, pexkieBpeMeHHO
POK/IEHHBIX HA MO3/IHUX CPOKAX OepeMEeHHOCTH, HAPYLIEHHe TPAHCMYPAJIBHOTO rpajueHTa aedopManu CTEHKH JIEBOTO JKeIya0uKa
W CHIDKEHHeE CerMeHTapHoii 1e¢opMaliu B IPOIOTHHOM HANPABJIEHUH He CBS3aHbI C PEMO/IEJIMPOBAHIEM JIEBOTO KeTyJ09KA.
3akmoyenne. Passurtue cepaeyHo-coCyAUCTOl CHCTeMBI Y eTeil PAHHEro 1 JOIKOJIbHOTO BO3PACTA, POK/IEHHBIX NMpPeKIeBPeMEHHO
¢ HU3KOii, 0YeHb HU3KOW M IKCTPEMAJLHO HHU3KOHl Maccoil Tesa, XapakTepu3yeTcsl HAPYUWIEHHSIMH TPAHCMYPAJIBLHOIO rpajveHTa
nedopManuy CTEHKH M CerMEHTapHOil AedopManii JIEBOTO JKedyI04Ka, 00yCIOBIEHHBIMH NMPOLECCAMH NMOCTHATAJIBLHOTO POCTA
W Pa3BUTHUSA JETCKOTO Cepauna, 4yto Tpedyer HAG 0JeHUs B aMOyIaTOPHO-NONMKIMHUYECKHX YCJIOBUSAX B MEPHOJ 1€TCTBA —
JIETCKOTO Kap/AMO0JIora M MeANATPa, a BO B3POCIOM BO3pacTe — KAPAMOJIOTa M TEPANEBTA.

Karoueevte caoea: demu, HU3Kas Macca meaa npu pojscoeHul, O4eHb HU3KAs MACCA mead npu poNCOeHUU, IKCMPEMANbHO HUZKAA MACCa
mena npu podcoenuu, Speckle Tracking Imaging-2D Strain, deghopmayus 1e60eo iceaydouxa, mpancmyparbHblil epaduenm degopma-
yuu, ceemeHmapHas 0eqopmauus 1e6020 Heeay0ouKa é NPoOOAbHOM HANPAGACHUU.

Ansa umtuposanus: lNasnokosa E.H., Konocosa M.B., Hekntogosa I.B., Kaprios P.C. Oco6eHHOCTV rpoaosibHOV gegdopmaLinmmy 1eBoro xesy-
Zouyka y aeteri B Bo3pacte oT 1 roaa ao 5 net, poaAnBLUNXCS C HU3KOW, 04eHb HU3KOW 1 9KCTPEMasIbHO HU3KOKM Maccol Tesa. Poc BECTH rnepuHa-
Ton n neamatp 2023; 68:(1): 56—-66. DOI: 10.21508/1027-4065-2023-68-1-56-66

Purpose. The study assessed left ventricle longitudinal strain of the endocardial, middle, and epicardial layers in children from one
to five years old, born with low, very low, and extremely low body weight.

Material and methods. The study was performed in 204 children aged from one to five years; of these, 53 children were prematurely
born late in pregnancy, 103 children were born very preterm, and 48 children were born healthy and full-term. The left ventricle lon-
gitudinal strain of the endocardial, middle, and epicardial layers was assessed off-line using the Speckle Tracking Imaging-2D Strain
technology.

Results. Disturbance of the transmural gradient strain of left ventricle wall were detected in 11.32% of prematurely born late in preg-
nancy children and in 16.5% of very preterm children. A decrease of left ventricle segments strain was registered in 33.96% of children
prematurely born late in pregnancy and in 18.44% very preterm children. In children of the same age, born healthy and full-term,
transmural wall gradient disturbances and decrease of strain in left ventricle segments were not observed. In children prematurely born
late in pregnancy, the disturbance of the transmural strain gradient of left ventricle and the decrease of strain in left ventricle segments
are not associated with left ventricle remodeling.

Conclusion. The development of the cardiovascular system in children of early and preschool age, born prematurely with low, very low,
and extremely low body weight, is characterized by disturbances in the transmural strain gradient of left ventricle wall, due to the pro-
cesses of postnatal growth and development of the child’s heart, which requires monitoring on an outpatient basis in polyclinic in child-
hood — by a pediatric cardiologist and a pediatrician, and in adulthood — by a cardiologist and therapist.

Key words: children, low birth weight, very low birth weight, extremely low birth weight, Speckle Tracking Imaging-2D Strain, deforma-
tion of the left ventricle, transmural deformation gradient, segmental left ventricular longitudinal strain.

For citation: Pavlyukova E.N., Kolosova M.V., Neklyudova G.V., Karpov R.S. Features of left ventricle longitudinal strain in children age from
one to five years old, born with low very low and extremely low body weight. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 56-66 (in Russ.).
DOI: 10.21508/1027-4065-2023-68-1-56-66
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Tasaokosa E.H. u coaem. OcodeHHOCTH TIPOIOJILHOI TehopMaLiiy JIEBOTO XeJTyI0uKa y IeTeii B Bo3pacTe oT 1 roja 1o 5 JIeT, pOIUBLIMXCS ¢ HU3KOIA. ..

Bo BceM Mupe oKojio 11% Bcex XKUBOPOXKICHHBIX
eTeil TOSIBJISIIOTCST Ha CBET TIPEXIEeBPEMEHHO;
noutu 14 MJIH MJafgeHIIeB poXIaloTcs no 37-il Hemean
rectaiuu [1, 2]. Jost HEHOHOIIEHHBIX JETeil, pOXKICH-
HBIX Ha TO3JHUX CPOKax OepeMEeHHOCTM, COCTaBJISIET
70—84% oT Bcex MpeXIeBPeMEHHO POAUBIINUXCS W TPO-
noykaeT HempepblBHO yBenuuuBatbest [1, 3]. Tlpex-
NIeBpeMEHHbIE pOAbl — TIPU3HAHHBIMN (haKTOp pHCKa
0oJiee MOJIOBUHBI BCEX HEOHATAIbHBIX CMEPTE U MOTYT
MPUBECTU K LEJOMY DSAY JUIMTEJbHBIX OCJIOXHEHUI
y BbDKMBIIUX. YacToTa M TSKECTh HeOJArompUsITHBIX
KUCXONIOB TIPY 3TOM BO3PACTAIOT C YMEHbIIIEHUEM TrecTa-
LIMOHHOTO BO3pacTa M CHUXXEHUEM KauecTBa MeTUIIMH-
CKOIl MOMOIIY. DKOHOMMYECKME M3IEePKKU, CBSI3aHHbBIC
C TIpeXIeBPEMEHHBIMU POAaMM, 3HAYUTEIbHBI C TOYKHU
3peHUsT HEOOXOMMMOCTU TPOBENEHUS] HEOTJIOXHOM
WHTEHCUBHOI Tepanmuy B HEOHATaJbHBIN MEepUOJ, Mpo-
JTOJIKAIOIIMXCST JOJTOCPOYHBIX KOMITJIEKCHBIX TOTPEOHO-
creil B 00J1aCTH 3MpaBOOXPaHEHUSI, a TaKKe yTpauyeHHOM
9KOHOMUYECKOW MPOU3BOAUTENbHOCTH [1, 2].

BonbmmHCTBO MJIafieHIIeB, POXACHHBIX Ha CpoO-
Kax OepeMeHHOCTH 32—36 Henl, BBDKMBAIOT INMPU afeK-
BaTHOM yXoJle M 0e3 MHTeHCHUBHOI Tepanuu B HEOHa-
TaabHBIN Tepuon. OmHaKoO y MJAIACHIIEB, POXICHHBIX
Ha 32—36-i1 Hezesle OepeMEHHOCTU PUCK CMEPTU B HEO-
HaTaJIbHBIN 1 MJIAJICHUYECKU T TIEPUOT BBIIIIE, YEM Y ICTEH,
POXIEHHBIX B CPOK; TaKME MJIAJIEHIIbI XapaKTepU3YIOTCS
MOBBIIIIEHUEM 3a00J€Ba€MOCTH, CBSI3aHHOW C HEIOHO-
IIEHHOCTHIO, 110 CPAaBHEHMIO C TAKOBOW Y CBEPCTHUKOB,
POXIEHHBIX B CPOK (HArpuMmep, pecrnupaTOpHBIN auC-
TPECC-CUHAPOM M BHYTPUXKEIYITOYKOBBIE KPOBOM3JIHSI-
Hus) [1]. HemoHo1ieHHbIE 1€TH, POXKIEHHbBIE Ha TTO3IHUX
cpokax 6epeMeHHOCTH (0T 34-it mo 36-it Hemenu Oepe-
MEHHOCTH), (DU3MOJIOTUYECKU Y METa0OJIMYEeCKU MeHee
3pesble, Y4eM JOHOIIeHHbBIe AeTH [3].

Heo6naronpusitTHbie (haKTOPHI B YCIOBUSIX TIPEXKIEB-
PEMEHHBIX POJOB (rOpMOHAaIbHasI Teparusi, TUTTOKCUS
Iiona, HapylleHUe MaTOYHO-IUIAlleHTApHOTO KPOBO-
oOpallleHnsT 1 BHYTPUYTPOOHOTO pocTa IJjIoja), OKa-
3bIBasi HEraTMBHOE BO3MEWCTBME Ha CTPYKTYpy pas-
BUBAIOILIETOCS MHOKapaa W KPYIMHBIX apTepuii, TOBbI-
IIal0T PUCK paHHETO Havaja CepaeYyHO-COCYAMCTOM
MaTOJOTUU BO B3POCJION KU3HU Yy OOJBIIOTO YMCa
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HETOHOIIEHHBIX HOBOPOXKIEHHBIX, YTO TpebyeT KOM-
TUIEKCHOTO MEIMIIMHCKOTO COMPOBOXICHUS TaAllMeH-
TOB IAaHHOM TpyIbl [4].

Camoe paHHee TIOKOJIEHWE MIIANIEHLEB, POXKIECHHBIX
HEIOHOIIIEHHBIMU ¥ BBDKUBIIMX OJlarogapst Tporpec-
CHUBHBIM MEIUILIMHCKUM TEXHOJIOTUSIM, K HACTOSIIEMY
MoMmeHTy gocturio 40-ymetHero Bo3pacta [5]. Ilo cpaBHe-
HUIO ¢ (DUBHOJOTUYECKUMU paHHUE W TIO3THUE MPEKIIe-
BpeMeHHbIe pofbl (34—38 Henm recraliMn), COCTABIISIIOLINE
OOJIBIIYIO YacTh BCEX MPEKIEBPEMEHHBIX POIOB, CYIIe-
CTBEHHO B OOJBIIE CTEIEHU CBSI3aHbI CO 3HAYUTEJHLHO
BO3pACTaIOILIEl CMEPTHOCTBIO BO B3pPOCJIOM Bo3pacTe [3, 6].

Takum obGpa3om, MOCKOJIBKY MWIIMOHBI MJIAICHIIEB
BO BCEM MUpE POXKIAIOTCS HEAOHOIIEHHBIMU, BO3pac-
TaeT HEOOXONWMOCTb B JaJbHEWIINX MCCIETOBAHUSIX
ONTUMAJIBHBIX PEXMMOB, 00pa3a XU3HM, KIMHUIECKUX
W TUAarHOCTMYECKUX MEPOTIPUSITHIA, KOTOPBIE MOTYT OJ1a-
TOTBOPHO BJIMSITh HA MOP(OJIOTHIO U (PYHKITNIO CepAeUHO-
COCYIMCTOM CHUCTEMBbI B paCTyIIel TOMyJISIUU JeTel,
MOAPOCTKOB W MOJIOABIX JIONEH, POXICHHBIX TPEXK-
neBpeMeHHo [1, 2].

Panee Hamu ObITM OMKMCAHBI PA3JTUYHBIE MOICITH
CKpYYMBAHHMS JICBOTO KeJydo4yKa, MoKazaHa aehopma-
1M1 QHAOKAPAUATbHOIO, CPENHET0 U SNUKAPAUNAIBHOTO
CJIOEB JIEBOTO XeJlyIouyka B IPOJOJbHOM Harpasie-
HUM y JeTeil B Bo3pacTe OT 1 roma o0 5 JIeT, poxKAeHHBIX
C OYEHb HU3KOW M IKCTPEeMAJIbHO HU3KOW Maccoil Teyia
[7, 8]. Ilyonukainii, 0CBEIIAIOIINX BOIIPOCHI COCTOSTHUS
nedopMalii SHAOKAPIUATBHOTO, CPEIHET0 U SITUKap-
JIATLHOTO JIEBOTO XeJyI04YKa B TPYIIIe IeTei, poXIeH-
HBIX Ha MO3IHUX CPOKaxX OEpeMEHHOCTH, B CITELIMAIbHOM
JuTepatype Mbl He Haumi. OcTaeTcsl HeU3BECTHBIM,
CYIIECTBYIOT JIU OTIWYUSA IedopMalny JIeBOTO XKeJy-
JIOYKa B IMTPOIOJIHLHOM HaIpaBIeHUH Y IeTel, POSKICHHBIX
C HM3KOW Maccoil Teyia, W JIeTei, pOXIAEHHBIX C OYE€Hb
HU3KOU M SKCTpeMaTbHO HU3KOW Maccol Tesa.

Ilems wucchaenoBanusa: W3YYUTHh HehOpMallMOHHBIE
CBOIMCTBa CTEHKHU JIEBOTO 3KEJIyIoYykKa B TIPOIOJBHOM
HarpaBJIeHUM y JeTeil B Bo3pacTe oT 1 roma mo 5 Jer,
POXIEHHBIX C HU3KOM Maccoli Tefa.

XapakrtepucTuka petei u MeToAbl UCCeaoBaHUS

B nccaenosanue BximoyeHbl 204 pebeHKa B BO3pacTe
or 1 roga mo 5 jyer; m3 HuMX 53 pebeHKa, MpexXIeBpe-
MEHHO pOXIEHHBbIE Ha MO3IHUX CpOKaX OEpeMEeHHOCTH,
103 pebGenka, poXAeHHBIE TITYOOKOHEIOHOIIEHHBIMM,
u 48 nmereii B Bo3pacTe oT 1 roma o 5 jieT, poxkaeHHbIe
3[I0POBBIMU U JOHOIIEHHbIMU (Tabu. 1). [IpoBeneH aHa-
M3 UcTopuii pa3Butusi pedeHka (. 112) u uzydyeHo
TeueHne OepeMeHHOCTEI y MaTepeil neTeld, mpexXaeBpe-
MEHHO POXIEHHBIX Ha MO3IHUX CpOKaX OEpeMEeHHOCTH,
¥ TIPUHSIBIINX Y9acTHE B HACTOSIIIIEM HcciemoBaHnu. Bee
JIETU B Bo3pacTe oT | roma 1o 5 JieT, poXXIeHHbIe HETOHO-
IIEHHBIMU 1 TOHOIIEHHBIMU, BKITIOYEHHBIE B HACTOSIIIIEE
HCClieIoBaHe, HAOMIOAAINCh B aMOYJIaTOPHBIX YCIOBUSX
JNETCKUX TOJUKIMHUK ropoma ToOMCKa M OTHOCWJIUCH
K rpynne 310poBbst [—11.
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KputepusiMu WCKITIOYEHUST M3 OCHOBHOM TPYITITBI
CIYXWJIM OTKa3 POAUTENIell OT 00CeTOBaHUST; BHYTPU-
yTpoOHbIe WHGEKIIMN; BPOXACHHBIE TTOPOKM Cepala;
rpynma 3nopoBbs III—IV; poxneHue ¢ wucnonb3oBa-
HUEM BCITOMOTATETbHBIX PEIPOIYKTUBHBIX TEXHOJIOTHIA;
TepyoI PEKOHBAJIECIIEHIINY TTOCJIE OCTPHIX PecMpaTop-
HBIX 3a0oJieBaHMII MeHee 6 Mec; CeMeMHbI aHaMHe3,
OTSTOIIEHHBI TIO TUTIEPTPOPUIECKON M AWIaTallMOH-
HOI KapAMOMHUOIIaTUH, UIIIEMUIECKON OOJIe3HM Cepalia,
apTepyuabHOM TUTEPTEH3UHU; MAaTOJIOTMUECKe U3MeHe-
HUST Ha 3JIEKTPOKapIUOrpaMMe.

AHam3 aHaMHe3a XM3HU Y IeTeil B Bo3pacTe oT 1 roma
IO 5 JeT, POXIEHHBIX HEIOHOIIEHHBIMU W TIPUHSIB-
X ydyacTHe B HACTOSIIEM WCCIeIOBAaHUU (TeYeHUS
OepeMEeHHOCTH Yy MaTepeil M paHHEero HeOoHaTaJIbHOTO
repuona), TO3BOJMII YCTAHOBUTH OOJIBIIYIO YacTOTY
JIMAarHOCTUKY YTPO3bI MIPEPbIBAHMS OEpEMEHHOCTH Y MaTe-
peit — 22 nmerteil, poXKIEHHBIX TJTyOOKOHEIOHOIIEHHBIMU,
u 20 neTeit, POXIEHHBIX MPEKICBPEMEHHO Ha TO3M-
HUX cpokax OepeMeHHOCTH (y*=14,745; df=2; p=0,00006;
Phi=0,35; CC=0,33); mpoBeaeHUsI peCrIUpaTOpHOIl IO/~
NEepXKKU — y 78 neTeil, pOXIEHHBIX TJTyOOKOHEIOHO-
meHHbIMU, U 10 meTeil, pPOXIEHHBIX MpPEXIeBPEMEHHO
Ha MO3MHUX Cpokax OepemeHHocTH (¥*=64,017; df=2;
p=0,0000; Phi=0,73; CC=0,58); mnpoBemeHHs] HUCKYC-
CTBEHHON BEHTWISIIMU JIETKUX — Yy 45 neteil, poxkaeH-
HBIX TIIyOOKOHEIOHOIIIEHHBIMU, W 34 NeTeil, pOKIeHHBIX
MPEXAEBPEMEHHO Ha TMO3IHUX CpOKax OepeMeHHOCTH
(*=178,832; df=4; p=0,0000; Phi=1,041; CC=0,72);
Tepanmuu cypdakTaHTOM — y 62 deTeil, pPOXIEHHBIX
ITyOOKOHEIOHOIIEHHBIMU, OTCYTCTBUE JaHHOW Tepa-
MU y AeTell, POXKISCHHBIX TPEXIEBPEMEHHO Ha IO3M-
HUX cpokax GepemeHHocTH (x*=53,786; df=2; p=0,0000;
Phi=0,669; CC=0,556), mpoBeaeHNsT rTeMOTpaHCHY3Uil —
y 25 meTeit, poXXaeHHBIX TTyOOKOHETOHOIIEHHBIMU, OTCYT-
CTBUE TAaHHOW Tepariy y JeTei, pOSKICHHBIX MPEXAeBpe-
MEHHO Ha TIO3MHUX CpoKax OepeMeHHOCTH (}*=14,634;
df=2; p=0,0006; Phi=0,349; CC=0,329), BO3HUKHOBEHUSI
AHEMHUYECKOTO CUHApOMa — y 73 NeTeid, pOKIEHHBIX TJTy-
OGOKOHEOHOIIEHHBIMU, Y 6 IeTeil, pOXKICHHBIX TPEXKIeB-
PEMEHHO Ha MO3MHUX cpoKax 6epemeHHocTH (x*=221,354;
df=4; p=0,0000; Phi=1,176; CC=0,761); 3amep>XKu BHY-
TPUYTPOOHOTO pa3BUTUSI — y 13 pereii, poXXIEHHBIX TJTy-
OGOKOHEOHOIIEHHBIMU, Y 7 IeTeil, pOXKIACHHBIX TIPEXKIeB-
pPeMeHHO Ha TIO3HUX CpoKax GepeMeHHOCTH (}>=145,572;
df=4; p=0,0000; Phi=0,953; CC=0,69), petuHONIaTN —
y 23 gereil, pPOXIEHHBIX TIIYOOKOHEIOHOIIEHHBIMU,
y 1 pebeHKa, poKIEHHOTO IPpeXIeBPeMEHHO Ha TTO3IHUX
cpokax OepemeHHocTu (}*=10,498; df=2; p=0,00525;
Phi=0,29; CC=0,28), u TpaH3UTOPHOTO TUITOTUPEO3a —
y 31 pebGeHKa, POXIEHHOTO TIJTyOOKOHEIOHOIIEHHBIMU,
y 2 JeTeil, pOXIEHHBIX TMPEXAEBPEMEHHO Ha TO3IHUX
cpokax OepemeHHoctu (¥*=12,478; df=2; p=0,0019;
Phi=0,322; CC=0,300).

Ju3aiiH BBITIOJIHEHHOTO HCCEIOBAHUS: MUIOTHOE,
OJITHOMOMEHTHOE, CpaBHUTEJIbHOE. DXoKapauorpabusi
npoBeneHa Ha yabTpa3BykoBoii cucreme Vivid E9 (GE,

OPUINMHAJIbBHbBIE CTATbU

Healthcare) ¢ ucnonb3oBaHMEM MaTPUYHOTO daTYMKa
MS5S (1,5-4,6 MHz). Dxokapauorpadust BBITTOJHEHA
B ABYXMEPHOM peXMMe W3 TapacTepHaIbHON TMO3WIINU
10 KOPOTKOM OCH JIEBOTO KeJTyI0YKa Ha YpOBHE MUTPAJTb-
HOTO KJIallaHa, MaMWUISPHBIX MBIIIIL, BEPXYIITKU cepaia
U alUKaJIbHbIX TO3UIIUIA (ITO JUIMHHOW OCH JIEBOTO XeJy-
novKa, Ha ypoBHe 2 1 4 Kamep). KoHeuHbli cucTonye-
CKMIi, KOHEUHBI TUACTOINYECKUN 00beMbI M (DpaKIINIO
BBIOpOCA JIEBOTO 3KeJTyao4yKa OLleHMBaIM o Simpson [9].
Ha ypoBHe 4 Kamep OlleHUBAJIM JUTMHHUK W TOTIEPEYHUK
JIEBOTO XeJTyI0YKa B KOHIIE AMACTOJBI C TTOCIEAYIOIIeiH
OLICHKOI MHAeKca chepuIHOCTH JIEBOTO XeJrymouka [9].
B mapactepHanbHON TO3WIIUY MO JUIMHHOMW OCH JIEBOTO
JKeJTyI0YKa TTPOBOIVIIN PacueT TONIIMHBI MEXKETy10u-
KOBOM TIEPETOPOAKH U 3aHEW CTEHKH JIEBOTO XeJIyT0uKa
Ha ypoBHe 3y6ua Q. . C ONpe/IeIeHUeM KOHEYHOTO 1a-
CTOJIMYECKOTO W CHUCTOJIMYECKOTO pPa3MepoB JIEBOTO
Xeymodka. Maccy MMOKapma M WHIEKC JIEBOTO JKely-
JIOYKA PACCUMTHIBAJIM COTJIACHO peKOMeHIausIM [9].

B uMMynbCHOBOJHOBOM  JomMILIeporpaduyeckom
peXHUMe IO CIEKTPY TPaHCMUTPAJIBHOTO MOTOKA OIpe-
NN MakcuManbHble ckopoctu E v A ¥ ux
orHouteHue (E/A ). Tlepuoa U30BOTIOMUYECKOTO pac-
cnabnenust (IVRT) neBoro xemymouka pacCUMTHIBAIU
MO0 BpPEeMEHU MEXIY OKOHYaHWEM KPOBOTOKA B BBIHO-
csIIIeM TpaKTe JIEBOTO KeJyqoyKa U HayaJloM TPaHCMU-
TpasbHOTO MoTOoKa. KpoMe Toro, MCToNb3ysT TEXHOJIOTHUIO
TKAHEBOTO JOMIUIEPOBCKOTO W300paxkeHUs] MUoOKapaa
B UMITYJIbCHOM pEXHMME, OLEHWBAIM CKOPOCTh JBUKE-
HUs GUOPO3HOTrO KOJiblla MUTPATILHOTO KJIariaHa Ha CTO-
pOoHe OOKOBOI CTEHKH JIEBOTO 3KEIyIOYyKa B TIEPUOL
panHei quacroibl (E ). ITo mokasatelro TpaHCMUTPaTb-
Horo mortoka E . M ckopocTH ABUXeHUs (UOPO3HOTO
KOJIbIIa MUTPAJIbHOTO KilaniaHa E  ouennBany napameTp
E_./E, [9]. Dxokapanorpaduueckue nokasarteau mnpe-
CTaBJIeHBI B Ta0OI. 2.

Hnsa oueHku aedopmalMi CTEHKU JIEBOTO KeJy-
JI0OYKa B TIPOJOJIBHOM HAIpaBJIeHUM PETHCTPUPOBATHI
€ro JIBYXMepHble M300parkeHUs] M3 aruKaJIbHOUN IO3M-
1My Tipu vyactore KanpoB He meHee 40/c. 1o KpuBbIM,
MOJYYeHHBIM W3 amnuKaJbHOW IO3WINUM Ha YpOBHe 4
M 2 Kamep U MO JJIMHHOW OCH JIEBOTO XeJIyIouYKa, pac-
CYUTBHIBAIA TJI00ATBHYIO HeOpMaLMIO JIEBOTO XKEy-
nmouka B TiponojibHoMm HampasieHuu (Global Longitu-
dinal Strain — GLS), a takxke medopMalyio KaxIoro
u3 18 BU3yanuM3uMpyeMbIX CETMEHTOB JIEBOTO KEily-
JIOYKA OHIOKAPAUAIBHOTO, CpPEOHEr0 W OIUKapIv-
aJIbHOTO CJIoeB. 3HauYeHUs GLSAWg 3H/I0KapAMaTbHOTO
W BNUKApAUATBHOTO CJIOEB TIOJydYadd aBTOMAaTHYe-
CKU WJIW PacCYUTBLIBAIU TI0 (hopMyIie: IJsT SHIOKapIr-
anbHoro cjoss — Global Longitudinal Strain  , AVG
(GLS, ,AVG)=GLS_ SC+GLS_ 6 4C+GLS K 2C)/3
u mug  snukapauaibHoro ciost  Global Longitudi-
nal Strain, AVG (GLS AVG)=(GLS_5C+GLS_2C
+GLSepi4C)/ 3 COOTBETCTBEHHO.

Cmamucmuueckue memoost. J1JIs1 TIpOBEpPKM COTJIACHS
C HOPMaJTbHBIM 3aKOHOM pacrpeie/ieHUsT NCTTOTh30BaHbI
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Tasarokosa E.H. u coaem. OcoOEHHOCTH MPOIOJIbHOI IehopMaLiiy JIEBOTO KeJy0uKa Y I€Teil B Bo3pacte oT 1 rofa o S JieT, POAMBIIMXCS C HU3KOI. ..

kpurepnn JImmmedopca n [llanmupo—Ymnka, mo pe3yib-
TataM TUIIOTe3a O TayCCOBCKOM paclipe/ieJieHuu Oblia
oTBepruyta. JIJIT OLIGHKM JBYX COBOKYITHOCTEH OBLI
ucnosib3oBaH kKputepuit U Manna—YutHum, tect Kpa-
ckena—Yosumnca (ANOVA) n1st cpaBHEHUSI MHOXECTBEH-
HBIX COBOKYMHOCTe#. O1ieHKa YaCcTOThl MpU3HaKa MPOBe-
JIeHa C MCIOJIb30BaHeM Kputepus y2. Pasnmuuus cuutanu
craTuctuyecku 3HaunmMmbiMu Tipu p<0,05. PesynbraThl
npencTaBiieHbl B Buge MESD (rne M—cpenHee apudme-
TM4eckoe, SD — cTraHmapTHOe OTKJIOHEHHUE), MeIUaHBI
(Me), BEepXHETO U HUXKHETO KBapTUJIEH.

Pe3ynbratbl

H3BecTHO, 4TO medopMalds SHIOKAPAMATBHOTO
cliog Oomplre nmedopMally  AIUKAPAWAIBHOTO  CJIOS
JIEBOTO XeJynouka. B cimydae ecnm gecopmanyst armmkap-
IMAJILHOTO CJIosl OoJibllie aedopMalvuy HA0KapaAUallb-
HOTO CJIOSI, 3TO CBUAETEILCTBYET O HApYIIEHUM TPaHC-
MypaJbHOTO TpaaueHTa JaedOopMall CTEHKU JIEBOTO
KeTyaouka. B TIpoBelneHHOM HaMU  UMCCIeI0BAaHUM
0oOHapy:KeHO HapylleHWe TpaHCMYpPaJbHOTO TpamueHTa
nedopMalLMy CTEHKHU JIeBOTro Xenynouka y 11,32% nereit
B Bo3pacTe OT | roma o 5 JIeT, OTHOCSIIMXCS K KITMHM-
YEeCKOW TpyIIe OeTeil, POXIAEHHBIX IPEXIEBPEMEHHO
Ha TMO3IHUX CpoKax OepeMeHHoCTH, U 'y 16,5% neteii-
CBEPCTHUKOB, POXICHHBIX TTyOOKOHEIOHOIIEHHBIMU
(ta6u. 3). B kauecTBe mokasaTesbcTBa Ha puc. 1 TIpUBO-
IATCS KITUMHUYECKUE IPUMEPBI IeTei, MMEBIITUX Hapyllie-
HUE TPaHCMYpPAJIBHOTO TpaaueHTa JedopMaly CTEHKU
JieBoro Xenymouka. CaeayeT OTMETUTh, YTO Mbl HE BBISI-
BWJIM Pa3IMUUiA TIO JIOKATM3ALMKU U KOJIMYECTBY CETMEH-
TOB, UIMEBIIUX HAPYIICHUS TPAHCMYPaJIbHOTO TpaeHTa
nedopMan CTEHKU JIEBOTO KeTyI0ouKa, MEKITy KITMHU-
YeCcKMMU TpyTIamMu AeTeit B Bo3pacte ot 1 roma a0 5 yier,

POXIEHHBIX TITYOOKOHEIOHOIIEHHBIMA W POXICHHBIX
MpeXIeBpeMEHHO Ha TTO3MHUX CPOKAX OEPEMEHHOCTH.

CerMeHTapHOe CHMWXeHue nedopmaiuu (3HaueHue
nedopmMarmu moboro cermeHra MeHee —18% B abco-
JIOTHBIX 3HAUEHUsIX) OOHapyxkeHo y 33,96% nereid,
POXIEHHBIX TIPEXKIECBPEMEHHO Ha TIO3IHUX CpOKax
GepeMeHHOCTH, U Y 18,45% nerteii, poXKIEHHBIX TITyOOKO-
HelloHOIIeHHBIMU (cM. Tabu1. 3). [1pu atomy 7 u3 19 nerei,
POKIEHHBIX TITyOOKOHETOHOIIEHHBIMM M WMEBIIUX CET-
MEHTapHOe CHIDKeHMEe NnehopMalvu, 3aperuCcTpUPOBaAHbI
CErMEHTHI ¢ TOJIOXUTEbHON AedopMaliieli B MpOa0JIb-
HOM HampapjieHuu. Ha puc. 2 mokazaH KIMHUYECKUIA
npuMep pebeHKa, POKIEHHOTO HEITOHOIIEHHBIM C Mac-
coit Tena 1370 T, y KOTOpOTO CErMEHT C ITOJIOXKUTEIHbHOI
nmedopMaleil okpaiieH B rojryooii msetr. Ciemyer oTMe-
TUTh, YTO HA B OHOM KJIIMHWUYECKOM CJTydae Cpelau JeTei,
POKIEHHBIX C HU3KOM Maccoi TeJia, o JaHHBIM TOJISIp-
HBIX KapT 3HauYeHuil nedopmaimu 18 cerMeHToB M IJIO-
GabHOI IehopMalIK JIEBOTO KeTyI0YKa SHAOKapAab-
HOTO, CPEIHETr0 1 3MMKAPAUATBLHOTO CJIOEB B TIPOAOTHLHOM
HarpaBJIeHUN 10 CXeMe «ObIuMii M1a3», He HAOIIoaaINCh
CEerMEHTHI ¢ TIOJIOXKWTENbHOU aedopmaneii. B rpymrme
JeTel, POKIECHHBIX 3I0POBBIMU UM JOHOIIEHHBIMU, Hapy-
IIEHUST TPaAHCMYPaJbHOTO TpPaJWeHTa CTEeHKH JIEBOTO
SKEJTyIOYKa WM CETMEHTApHOTO CHIDKeHUs aeopMaliui
He oTMeuanuch (puc. 3).

Panee y nmeteit B Bo3pacte oT | roma g0 5 ner, pox-
JNEHHBIX TJIyOOKOHEIOHOIIIEHHBIMU, HaMW BBISIBJICHA
CBSI3b PEMOJICMPOBAHUS JIEBOTO KEJTYIOYKA CO CHIKE-
HUEM CerMeHTapHOI OedopMalui M HapylleHHeM Ipa-
JIUEHTa TpaHCMYypalbHOU IedopMalMid CTEHKU JIEBOTO
xemynouka [8]. OmHako B HACTOSIIEM MCCIIEIOBAHUU
Ha TIPeCTaBIcCHHOM 00beMe BBIOOPKHM JeTel, pOXKICHHBIX
C HM3KOW Maccoil Tea, CBSI3b PEMOIETUPOBAHHUSI JIEBOTO

Tabauya 1. Jlanubie aHaMHe3a W KIMHAYECKAS] XaPAKTEPUCTHKA JeTeil, NPUHABIINX YIACTHE B MCCJIeI0BAHII
Table 1. History data and clinical characteristics of children who participated in the study

. HKumii—BepxHmii DA IS —
IToka3arennb I'pynna nereii M=SD Me oo MaKCHMAaJIbHOE
3HaYeHne
TTPIICB 3,155x1,224 3,0 2,5-4,0 1,0-5,0
Bospacr, roasr I'HA 3,222+1,364 3,0 2,0—4,0 1,0-5,0
JIH 2,688+1,308 2,0 2,0—4,0 1,0-5,0
TTPTICH 2294+342,869 2365,0 1990—2470 1660—3280
Macca Tea mpu poXaeHuu, T T'HO 11774+310,64 1160,0 960—1410 600,0—2640
JIH 3512 + 370,0 3454,0 3300—3800 3000—4780
ITPTICH 45,828+3,084 46,0 45,0—48,0 46,0—49,0
Poct nipu poxxnenun, cMm I'HA 37,448+3,305 38,0 35,0—40,0 30,0—47,0
JIH 53,905+2,217 54,0 53,0-55.0 47,0—-58,0
[MPIICH 34,142+1,282 35,0 34,0—36,0 32,0—36,0
CpoK pozoB, Hel T'HO 28,903+1,832 29,0 28,0—30,0 25,0-31,0
JAH 38,333+1,505 38,0 37,0—40,0 37,0—40,0
Ilpumeuanue. THIO — rayookoHenoHoineHHble netu; [MPTICH — mnpexkneBpeMeHHO pPOXIEHHbIE Ha TO3AHUX CpPOKax OepeMEHHOCTH;

JIH — netu, poxkneHHbIE JOHOIIEHHBIMM.
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Tabauya 2. Tloka3zaTean CTAHAAPTHOM 3XoKapauorpaduu y neTeii B BO3pacTe OT OJHOTO roJa /10 MATH JIeT, POXKIEHHBIX ¢ HU3KOIA,
0YeHb HU3KOIi, IKCTPeMaIbHO HH3KOi MacCoii Tejia, U 'y JOHOUIEHHBIX CBEPCTHHKOB
Table 2. Parameters of standard echocardiography in children aged one to five years, born with low, very low, extremely low body
weight, and in full-term peers

I'pymna Hwknuii—BepxHuii R nol;ls;tl:: . — LI, B0
IToka3aresnn pyn . M+ SD Me P MaKCHMAJIbHOE P oy 3HAYMMbIe
nerei KBapTHJIb Yommcy
3HaYeHue ANOVA (H, p) paziuums (p)
1 2 3 4 5 6 7 8
N THI — 3222+1336 3,222  2,00—4,00 1,000—5,00
e6§HKa romy  TPTICB 31261230 3,000 2,00-4,00 1,000—5,00 HLL H.IL.
p » TOR IH 2,780+1367 3,000 2,00—4,00 1,000—5,00
YCCruamoment THI  99,057+1.887 97,000  88,0—109,0 69,0—158,0
HCCIIeNoBa- I[TPIICE 99,600+15,266 98,000 88,0—110,0 66,0—151,0 H.I. H.I.
HUS, yI/MUH JOH 106,752+14,591 104,00 94,0—115,0 65,0—171,0
KII0 . THIO  46399+9,900 45,997 39,55-52,991  23,633—77,957
Gmpov - [IPIICE  46,792+9,032 47,138 40,28-53,678  29,032—71,028 HLIL HLL
Ha [T, ma/m IIH  49,411+14,591 48,648 39,73—54,167  24,14—104,761
KCO THO  11,859+3,619 11,236 8,982—14,225  4,464—21,407
Gmeov - IPIICB  11,04423,025 10,982 8,621-13,095  4,545-19,881 HLIL HLIL.
Ha [T, mn/m JIH 11,87324,300 11,594 8,826—14,754  3,076—21,626
THIO 7447246231 75,000 71,00-78,500  60,000—91,000
®BJTK, % MPIICE  76,326+5,796 76,316  72,00—80,000  61,905-91,176 H.L HLL
IH  75,170+7,504 73,333 69,77—80,769  57,142—93,181
Vigexcchepms- THIL 054260063 0541  0.495-0.583 03680730 |, s, HPHS(?O&I[H?
HOCTH B /IMa- MPIICE  0,546+0,082 0,540  0,500—0,595 0,340—0,933 i nfm 2 H:
cToNy, YC/I.€/. JIH 0,593+0,096 0,582 0,537—0,628 0,425—1,0 =5 =0,003 >
JUmnnuk JIK THO  8,129+1248 8,056  7,224-8969  3,808—10,723 _ _
B uacTony MPICH  8217:1335 8237  7.518-9.033  s5o0si-11,137 oo THAL U
na [T, cM/m? JIH 8,546+1,256 8,518  8,182-9,406  5,675—11,316 =0 =
TMonepeunnx THIL 438820760 4373  3.935-4.830 20956158 . 0 o, Hpnz%EO&)fH;
JOK B nnacrony  TIPTICH  4,442+0,614 4,514 3,969—4,763 2,893—5,687 =0 0’000 Fﬁﬂ > TTH;
na IIT, cm/m JIH 5,020£0,751 5,087  4,313-5490 3,448—6,456 =0 10,0002
THO  6224+1239 5899  5454—6,897 3,194-9,975 _ ,
M e TIPIICE 598701422 5505 4975-7.092  3425-9.021 i O i
’ IH 6,897+1,907 6,416  5,555-7,975 4,054—11,904 =, =9
3anuss THI  6,660+1,102 6,483  5,830-7,421 4,155-9,398 _ _
crerka JIK MPICH  6.506:1.574 6309  5.291-7.407  3,571—10,753 H_Oé(ffg HPHS(])S(E,HH’
Ha [T, Mm/m2 IH 7354+2,022 6,826  5,882-8,541  3,601—13,157 =0 P=U05
e THIL 5041586226 50420 47.00-54711  35087-67.3%2 . . HPHS‘S 0_3HH?
TTITT, sast/ac MPICE  51,539+8,720 51,724  45.81-56,799  31,812—87,940 Wy erz[ S
’ IH 5483247491 52,941 51,28-58,824  38,415-79,070  P= 0005
THI  42,860+8,713 42,774 36,93-48,921  23,961—63,830 _ _
%’[#TH?%A ) MPICH 4048714258 37.946 310347714  2277-104,50 ~ H=093  TPTICH - JUH:
’ JIH  48,182+13,400 44,837 37,81-55,148  28,371-86,943  P— =0,
THI  6700:1887 6450  5550-7471 455014000 1 o< HPHS’; o HH;
E_/E yeien TIPIICB  6,737+1337 6,737  5813-7,385  4,100—12,889 e r}f)z[ OIS
’ JH 5928+1,433 5,705  5,095-6,666 3,684—9,750 =9, =0.048

Tpumeuanue. THI — rnyko6okonenoHoeHHble n1etu; [IPTICH — npexneBpeMeHHO poXIeHHbIe Ha MO3IHUX cpokax 6epemenHocTH; IH —
JIETH, pOXaeHHbIe ToHOoIIeHHbIMU; KIO — KoHeuHbIi auactonndeckuii 00beM; KCO — KoHeuHblii cuctonnueckuii oobem; @B JIK — dpak-
1M BeIOpOoca JeBoro xenynouka; KJIP — koHeuHsbIi auactonnueckuit pasmep; KCP — koHeuHblit cuctonuueckuit pasmep; [T — miomanb
noBepxHocTH Teaa; MKIT — MmexokenynoukoBasi eperoposaka; E
auacroy, em/c; E — ckopocTb iBrxkeHns (puOPO3HOro KOJIblia MUTPAIbHOTO KJIallaHa Ha CTOPOHE GOKOBOM CTEHKM JIEBOTO XKEJIy104Ka B paH-
HIOIO TUACTOIY, CM/C; H.Il. — HEJOCTOBEPHO.

— MakcHUMasibHasi CKOPOCTb TPAHCMUTPAIBLHOTO KPOBOTOKA B PAHHIOKO

mitr
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Tabauya 3. PacnpenelieHue eTeil MCClielyeMbIX TPy B 3aBUCHMOCTH OT HAJINYMSI HAPYLIEHUS] TPAHCMYPAJIBHOTO IPaIMEeHTa
necdopManiu CTEHKH ¥ CErMEHTAPHOTO CHIKeHHe JehopMaiiin JIeBOro JKeryJ09Ka
Table 3. Distribution of children of the studied groups depending on the presence of disturbances in left ventricle wall transmural

gradient Strain and decrease in segmental Strain

Hapyuen TpancMypaibHblii
TPAJMEHT CTEHKH JIEBOTO
IKeJIyA0uKa, 1

Kimanyeckas rpynna

CHikeHa
cerMeHTapHast
nedopmanys, n

W3meHenus
OTCYTCTBYIOT, /1

Jletn, poxXIeHHbIE C HU3KOI Maccoit Tena (n=53)

[eTr, poxkIeHHbIe ¢ 0YeHb HU3KOU 1 9KCTPeMaIbHO
HU3KOI Maccoii Tea (n=103)

Jletr, poxXIeHHBIE TOHOIICHHBIMU (n=48)

6 18 29
17 19 67
0 0 48

IIpumeuanue. Ananus Tabaui conpspkeHHocT: x>=21,263; df—4; p=0,00028; Phi=0,32; CC=0,31.

JKeJyIovYKa ¢ HapylIeHueM TpaHCMYypaJllbHOTO TpaaueHTa
nedopMaliui ¥ ¢ HaJIM4MeM CETMEHTApHOTO CHYDKEHMS
nedopmaliii JIeBOro Kejlyaouka He oOHapyxkeHa. He
BBISIBJICHO Pa3IUYMii MO KIMHUYECKOW KapTUHE Y JIeTe,
MMEBIIUX W He WMEBIIMX HapYIIeHUsT TPaHCMYpPaTbHOTO
rpamreHTa naehopMali CTeHKW M CeTMEHTapHOe CHU-
XKeHre nedopMaiuy JIeBOro Kellymouyka. TeM He MeHee
rmokazareiu 3xokapauorpadum (MHIEKC CHEepUIHOCTH,
KOHEUHBIN TUACTOJMIECKUI pa3Mep, TTONIePeYHUK JIEBOTO
SKEJTyI0YKa, TOJIIMHA MEXKETYIOUKOBOU ITePerOpoOIKI
U 3aJHel CTEHKU, MHIEKC MacChl MUOKap/a JIEBOTO JKeJTy-
JI0YKa) Y JeTel B Bo3pacTe OT 1 roja 1o 5 JeT, posKAeHHBIX
MPpEeXIeBPEMEHHO Ha TIO3MHUX CpPOKax OepeMEeHHOCTH,
CYIIECTBEHHO OTIMYAIMCh OT aHAJIOTUYHBIX TTOKa3aTeIei
y IETe-CBEPCTHUKOB, POKIECHHBIX 3MOPOBLIMU W JOHO-
IIEHHBIMU (CM. Ta0JI. 2).

Peak Systolic Strain (Epi)

Peak Systolic Strain (Endo)

Takum obGpa3om, HapyllIeHUs TPAaHCMYPaJIbLHOTO Tpa-
nueHTa aedopMaluy CTEHKU JIEBOTO XKeJyToukKa BbIsSIB-
neHsl y 11,32% neteit, poOXIEHHBIX TPEXICBPEMEHHO
Ha TO3THUX CpoKax OepeMeHHocTH, M Yy 16,5% nerei,
POXIEHHBIX TJTyOOKOHETOHOIEeHHbIMU. CHUKEHUE Ccer-
MEHTapHOI JedopMaliiu JIEBOTO XeIyIouka 3aperu-
ctpupoBaHbl Y 33,96% neteil, pOKIEHHBIX MpeXIeBpe-
MEHHO Ha MO3IHUX CpoKax GepemeHHOCcTH, Uy 18,44%
neTeii, pOXIEHHBIX TTyOOKOHEIOHOIIeHHIMU. B oTiu-
yre OT AETel, POXAEHHBIX TTyOOKOHETOHOIIEHHBIMU,
y IETE, POXIECHHBIX C HU3KOW Maccou Tesia, Hapylle-
HUE TPaHCMYPaJIbHOTO rpanueHTa aedopMaluy CTeHKU
JIEBOTO KEeJyJouKa U CErMEHTApHOW CHUXeHUe nedop-
Maluu B TIPOOJLHOM HallpaBJIeHWM He OBbLJIO CBSI3aHO
C PEMOIEIMPOBAHMEM JIEBOTO KEJyIouka Ha JaHHOM
o0beMe BBIOOPKU JIeTei.

Peak Systolic Strain (Mid)

Puc. 1. TlonsipHbie KapThl 3HAYeHHIT Aedopmamuu 18 cerMeHTOB U rN100aIbHOM 1eOPMALMH JIEBOTO KEJIYI0YKA SHI0KAPIUAILHOTO,
Cpe/IHero M SMUKAPIUAJILHOTO CJIOEB B MPOI0JbHOM HANPABJIEHHH MO cxeMe «Obiuuii ria3» pedenka I1., 3 jier, poxKIeHHOro Ha Cpo-
Ke 0epemennoct 36 Hea ¢ maccoii Tena 2040 r (a), u pederka bB., B Bo3pacte 1 roa, poxaeHHOro Ha Cpoke 0epeMeHHOCTH 28 Hex
¢ Maccoii Tesia 950 r (0).

a — HapyIIeH TPAHCMYPAJIbHBIN TPAJMEHT HIDKHEN CTEHKH JIEBOTO JKeTyI04Ka; 0 — HapylleH TPAHCMYPAJIbHbIIA rPAIUeHT M0 3aaHeil
CTEHKe JIEBOTO JKeJTy109Ka.

Fig. 1. Polar maps of left ventricle 18 segments and left ventricle global longitudinal Strain of the endocardial, middle and epicar-
dial layers according to the “bull’s eye” scheme of a children P., 3 years old, born at a gestational age of 36 weeks with a weight
of 2040 grams (a) and a children B., aged 1 year, born at 28 weeks’ gestation, weighing 950 grams (6).

a — the transmural gradient strain of the lower wall of the left ventricle is disturbed; 6 — the transmural gradient strain along the pos-
terior wall of the left ventricle is disturbed.
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Peak Systolic Strain (Epi) Peak Systolic Strain (Mid)

Peak Systolic Strain (Mid)

Peak Systolic Strain (Mid)

Peak Systolic Strain (Endo)
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Puc. 2. TlonsipHbie KapThl 3HAYeHMIi Aedopmamun 18 cerMeHTOB U 17100a1bHO 1eOPMAIMH JIEBOTO JKEeJTYI0YKA SHI0KAPIUATILHOTO,
Cpe/IHero M 3MUKAPANAIBHOTO CJI0EB B MPOI0JIbHOM HANPABJIEHUH 1O CXeMe «ObI4uii 1J1a3» pedeHka b., 3 jiet, poxkIeHHOro Ha cpoke
oepemennocTu 36 Hex ¢ Maccoii Teaa 2430 r a), pedenka U., 4 jer, poxaeHHOro Ha cpoke oepeMenHocT 30 Hel ¢ Maccoii TejIa
1370 r (6), u pedenka B., 1 ron, poxnenHoro Ha cpoke depemeHnocTH 28 Hea ¢ maccoii Tesna 960 r (B).

a — CHUJKEHHEe CerMeHTapHoii nedopManuu B 0a3aJbHOM CerMeHTe 3a/Heil CTeHKe JIeBOro Keaynouka (—5%) u B 0a3aIbHOM cer-
MeHTe GOKOBOIi CTeHKH JieBoro kexymouka (—13%); 6 — camkenne aedopmanuu B 6a3aIbHOM cerMeHTe DOKOBOIA CTEHKH JIEBOTO
Kkenynouka (—13%), orcyrcreue nedopmanuu B 6a3a1bHOM CerMeHTe MEIKETyI04YKOBO#i ePeropojiKu; B — CHIKeHue nedopmanuu
B 023a/IbHOM M CPe/IHEM cerMeHTe OOKOBO# CTEHKH JieBoro xkenynouka (—10% u —14%) u BepXyumie4yHoro cerMeHTa 3aiHeil CTeHKH
JeBoro xkenynouka (—10%).

Fig. 2. Polar maps of the left ventricle 18 segments Strain and left ventricle global Longitudinal Strain of the endocardial, middle
and epicardial layers according to the “bull’s eye” scheme of the children B., 3 years old, born at a gestational age of 36 weeks with
a weight of 2430 grams (a), children I., 4 years old, born at a gestational age of 30 weeks with a weight of 1370 grams (6) and chil-
dren B., 1 year old, born at a gestational age of 28 weeks with a weight of 960 grams (B).

a — decrease in segmental strain in the basal segment of the left ventricle posterior wall (—5%) and in the basal segment of the left ven-
tricle lateral wall (—13%); 6 — reduced strain in the basal segment of the left ventricle lateral wall (—13%), positive strain in the basal
segment of the interventricular septum; B — reduction of strain in the basal and middle segment of the left ventricle lateral wall
(—10% and —14%) and in the apical segment of the posterior left ventricle wall (—10%).
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006cyxaeHue Tena (Ha MO3AHMX cpokax OepeMeHHocTu). Cuurtaercs,
YTO OOIIMMU XapaKTepUCTUKAMM COCTOSIHUSI CEpAla

K HacrosiiieMy BpeMeHU KpailHe Majio U3BECTHO U COCYIIOB B JAHHOM KJIIMHUYECKOU IPYIINe CIyXKaT CTPYK-

0 Gu3nosornn M MaToU3MOJIOTUU CEePACUYHO-COCYIH- TypHasi U (yHKLIMOHAJIbHAS HE3PeJIoCTh (B TOM YMCIIe
CTOM CUCTEMBI y JE€TEW, POXICHHBIX C HU3KOM Maccou U3MeHeHre (OpMbI JIEBOTO XEJydoukKa, aHOMaJbHOE

Peak Systolic Strain (Epi) Peak Systolic Strain (Mid)

Peak Systolic Strain (Mid)

/

\

N SN/
-

Peak Systolic Strain (Endo)

Peak Systolic Strain (Mid)

Puc. 3. Cermenrtapnas neopmanusi SnMKapIMAIbHOTO, CPEJHET0 U IHIOKAPUATIBLHOTO CJIOEB JIEBOTO JKeJIYJ0YKA B MPOIOJILHOM Ha-
NpaBJIeHHH N0 cxeMe «ObIumii r71a3» y pedenka b., 2 jieT, poxkaeHHOro Ha cpoke OepeMeHHOCTH 36 Hea ¢ Maccoii Teaa 2430 r (a),
pedenka K., 1 ron, poxnenHoro Ha cpoke oepemennoct 30 Hex ¢ Maccoii Tesa 1230 r (0) u pedenka B.,2 jet, poxKIeHHOro 10HO-
HIeHHBIM HA cpPoKe DepemeHHocTH 39 Hex ¢ Maccoii Teaa 3600 r (B).

Hapymenust TpaHcMypaIbHOTO TpaauenTa aeGopManyy U CHIZKEHNS CerMEHTAPHOI 1e()OPMAIMN He BbISIBJICHO.

Fig. 3. Longitudinal segmental strain of the left ventricle epicardial, middle and endocardial layers according to the “bull’s eye” pat-
tern in children B., 2 years old, born at a gestational age of 36 weeks with a weight of 2430 grams (a), children K., 1 year old, born at
30 weeks’ gestation with a weight of 1230 grams (6) and children B., 2 years old, born full-term at 39 weeks’ gestation with a weight
of 3600 grams (B).

Violations of the transmural deformity gradient and reduction of segmental deformity were not detected.
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NBUKEHHME CTEHOK), OrpaHWYMBAIOIAsl pe3epBHBIE BO3-
MOXHOCTH CEPIIeYHO-COCYAMCTONM CUCTEMBI BO BpeMsi
crpeccoBbix cutyaumit [10, 11]. M3BecTHO, 4TO aHTe-
HaTaJlbHOE TUIOKCUYECKOE BO3IEHCTBME OKa3bIBaeT
BIIMSIHME Ha Mopdosornyeckue U (HyHKIMOHATbHbBIC
XapaKTepUCTUKU CEePACYHO-COCYIUCTON CHUCTEeMbI, TIpe-
TeprieBalolle MHTEHCUBHBI POCT M PEMOICIUpPOBa-
HUEe Ha BceX aTanax oHToreHesa. Jleduumt Maccel Tena
MPU POKACHUU MOXKET COUETAThCSI CO CHMXKEHUEM KOJI-
YecTBa KapIMOMUOILIMTOB, TIPY 3TOM Ae(DUIMT TKAaHEBBIX
CTPYKTYp Cepla y IeTell ¢ MaJloii MacCou Teyia mpy pox-
NIEHUW W HapylleHUeM BHYTPUYTPOOHOTO pPa3BUTHUS
He BOCCTaHaBJIMBAeTCs MPU HabOpe Macchl Teja, a KOM-
IIEHCATOPHBI POCT cepala, Peau3yIOLIUICS TPeuMy-
IIECTBEHHO 3a CYET rUIepTpoduu, B yCIOBUSIX NeUIIATA
CTPYKTYPHBIX 3JIEMEHTOB TMPUBOAUT K (HOPMUPOBAHUIO
NUCTIPOMTOPLIMOHATIBHOTO ~ BapuaHTa  pa3BUTUS. DTO
B M3BECTHOW CTEINEeHU TOATBEPXKIAaeTCs YMEHBIIIEHUEM
Macchl Muokapaa JIZK y B3pocibIX, poXIeHHBIX HEI0-
HotteHHbIMU [12, 13]. TToBTOpHO MOAYepKHEM, YTO BaX-
HYI0O poJib B (popMUpOBaHUU MOPGOGYHKIIMOHATBHBIX
mapamMeTpoB M TIPOLIECCOB KOHTPAKTWIBHOCTH JIEBOTO
JKeJTyZIouKa B YCJIIOBUSIX HEIOHOIIEHHOCTU MTPAOT MpU-
3HAaKM HE3PeJIOCTU MUOKapaa M, Oe3yCJIOBHO, BIIMSIHUE
TUTIOKCHUY (CTPYKTYpHasi U (hyHKIIMOHAbHAsI He3peJIoCTh
CapKOIJIa3MaTUYECKOTO PETUKYJIYyMa, IeMOHUPYIOIIETO
BHYTPUKJIETOYHBIN KaJbIIUNA U PETYJIUPYIOIIETO TOMEO-
cra3 Ca?*, ¢hopMUpOBaHME BO3HUKAIOIINX TOJIBKO ITOCIIE
poxnenus: T-kaHanblLEB, TPUOOPETAIOIINX HEYITOPSIIO-
YEHHOCTb, PEMOJICIMPOBAHUE MPU MATOJOTUHN (BKITIOUasK
BO3/IEMICTBUE TUITOKCHM), U3MEHEHNE COCTaBa KOHTpaK-
TWIBHBIX O€JIKOB KapIMOMUOLIMTOB U T.1.) [14—18].
IMockonbKy mepuHaTalbHBIE TTOBPEXIEHUSI COKPATH-
TEJIBHOIO MUOKApa, IMPOBOIALIECH CUCTEMBI U KOPOHAp-
HBIX apTepuii MOTYT OCTaBaThCsl HA ITOJITME TOMbI B BUJIE
nedeKToB, pacrojio)KeHHbIX Ha MUKPOCTPYKTYPHOM
YPOBHE, TO 0c000€ BHUMaHKE HEOOXOIMMO YIEISITh aHa-
M3y nedopMaliuy 3HI0KapAUAIbHOTO CJIO0SI JIEBOTO XKeTy-
JI0YKa B IIOCTHATAJILHBIN MIEPHOJ B IETCKOM Bo3pacTe [19].
B nureparype akTMBHO 0OCYKIalOTCSI BOIPOCHI TIPOIOJI-
JKaIOIIIEeTOCsl poCcTa KOPOHAPHBIX apTepuii, Mpoleccam
peopraHM3alu MUKPOIIMPKYJISITOPHOTO pycia Ha YpOBHE
KaIwiIsIpoB, TIOCKOJIbKY «aHTEHAaTaIbHasl TUTIOKCUS TIPU-
BOIMT K 3aMEJICHUIO pOCTa KaIlWIJISIpOB OPraHOB U TKa-
Heil, yBeJIMUMBAET X MPOHUIIAEMOCTh, NiejaeT ux Oosee
VSI3BUMBIMU BO BpeMsi ponoB» (turata) [20, 21]. Tlpu-
MEHEHUE KHCIOpOAOTEpariMi B HEOHATaJbHBINA TEepUO]
y IeTeil, pOKIeHHbIX HEJOHOIIIEHHBIMU C HU3KOW MacCoii
Teaa, TOXE CIOCOOCTBYeT B JaJIbHEHMIIEM HapylIeHUIO
MUKpoUMpKyJIsitopHoro pycna [12]. CoObiTusI, poTeKa-
I0IIIMe HA MUKPOCOCYAMCTOM YPOBHE MPU MOCTHATATLHOM
poCTe 1 pa3BUTUM, MIPEATIONIAratoT CYIIECTBOBAHUE «TTEPH -
OJIOB pUCKay» y JIETeil paHHETO BO3pacTa U BO BpeMsl MOJIO-
BOTO CO3PEBAHMUS, XapaKTEPU3YIOIIUXCS CHUXKEHUEM KOM-
MEHCATOPHBIX BO3MOXHOCTE MUKPOLMPKYJISITOPHOTO
pycia, TIOSIBIEHUEM UIIEMUM, PE3KUM YMEHbIIeHUEeM
Yyucia pe3epBHBIX U TJIa3MaTUYECKUX KaIllWILISIPOB, YBe-

OPUINMHAJIbBHbBIE CTATbU

JIMYEHUEM JraMeTpa OOJIBIIMHCTBA KaIlWIISIPOB, U3Me-
HEHUEeM TIOpsiZIKa PACTIONIOXKEHUSI siIep DHAOTEIMATbHBIX
KJIETOK B CTEHKE KarnuuUIIpoB, TTOSIBIEHUEM B HEKOTOPBIX
CIIyJasix MUKPOAHEeBPU3M M MUKpojaedopMalnii 3BeHbEB
MUMKPOLMPKYJISITOPHOTO pycyia (OCOOEHHO BEHYJISIPHOTO
pycna). BozneiicTBue HeOGaaronpusiTHbIX (hakTOpoB pas-
JIMYHOI 3TUOJIOTUM B JTaHHBIE «TIEPUOMIBI PUCKa» Ha JIET-
CKOE cepile MOTYT CITOCOOCTBOBATh «CPBIBY KOMITEHCA-
TOPHBIX BO3MOXHOCTEH MMKPOLMPKYISITOPHOTO pycia
U HAPYLLIEHUIO IESTEIbHOCTU Cep/ilia, B CBSI3U C YeM HE0O0-
XOIMMO TIpOBeieHNEe MPOMPUIAKTUUECKUX MEPOTPUSITUI
M0 YCTpaHEeHWIO HeTaTUBHBIX (DaKTOpOB» (1tMTaTa) [22].

Wuunumupyemoe Bo 11 TprmecTpe 6epeMeHHOCTH co3pe-
BaHUE KapIMOMUOIIMTOB JIETCKOTO CEepIla MpPOI0JIKAETCS
B JalbHElIeM 10 coBepiueHHomeTys [23]. JaHHbii dakr
OOBSICHSIET B M3BECTHOM CTETNeHM HaliIeHHbIe B HACTOSI-
1IeM MCClIeIOBaHUM W3MEHEeHUsT nedopMalii 3HIO0Kap-
JIMAJTLHOTO CJI0S JIEBOTO KeJy04uKa (HapylleHue TpaHCMY-
paJIbHOTO TpagveHTa aeopMallii CTEHKHU, CeTMEHTapHOe
CHIDKeHMe AehopMallvu JIEBOTO XKeJTyIouKa B MPOI0JIbHOM
HampaBJieHUN) Yy JeTeli B Bo3pacTe oT 1 roza 1o 5 JeT, poxk-
JIEHHBIX HEMTOHOIIIEHHBIMU C HU3KOW Maccoy Tefa.

Heo6xomnMo OTMETHUTB, YTO MPUPOIA BBISIBIEHHOTO
pPEMOJIEIMPOBAaHMSI JIEBOTO KEJIylIovKa JIETCKOTO Ccepilia,
U3MEHEHUI TpaHCMYypaJIbHOTO TpaaveHTa jaedopma-
LI CTEHKU W CHWDKEHUSI CeTMEHTapHOU aedopMalyu
JIEBOTO KeJlyJoyKa B MPOAOJILHOM HAIpaBIeHUU UMEET,
0e3yC/IOBHO, CJIOXHBIM xapakTep. ['eHe3 BBISIBICHHBIX
M3MEHEHUI MOXET OBITh CBSI3aH C Pa3IMUYHBIMU TTPOLIEC-
caMH, TIPOTEKaBIIMMM KaK B TIEPUOI BHYTPUYTPOOHOTO,
WHTPaHATAJIbHOTO W HEOHATAJIbHOTO PAa3BUTUSI — BIIMSI-
HUE TUMOKCUM, TaK M B TOCTHATAJIbHBIN TIEPUOI — TIPO-
JoJpKarolmecs: mpouecchl  auddepeHIMPOBKY  TKaHei
U POCT JIETCKOTO cepana u/uivi (popMHUpYOIIMECs, BO3-
MOHO, TUIEepPTpo(dus KapAUOMUOLUTOB JIEBOTO XEy-
J0YKa W WHTEPCTULHANIBHBIN (DUOPO3 TKaHW cepiia
y otnenbHbIX neteit [4, 10, 24, 25]. Ilpupona BbISIBICH-
HBIX M3MEHEHWIl TpaHCMypaJbHOTO TpamueHTa aedop-
MallM¥ CTEHKW W CHUXKEHMST CETMEHTapHOi nedopMaiu
JIEBOTO KeJTyllouKa B MPOJOJILHOM HarlpaBlIeHUM, Oe3yc-
JIOBHO, HY>X/IaeTCsl B TaJIbHEHIIIEM U3y4eHUU, U, COOTBET-
CTBEHHO, JIETaJIbHOTO aHaju3a TPeOYIOT BOIPOCHI liejie-
CO00pa3HOCTU WX KOPPEKIMU (HarpuMep, eCTECTBEHHOE
BCKapMJIMBaHUE JIO Tofa, KapauomeTaboiuyeckasi Tepa-
must). TIporHocTrYecKasi 3HAYUMMOCTh BBISIBJIEHHBIX HAMU
HapyllleHull HesicHa MW OOYyCJIOBIMBAaET HEOOXOIMMOCTh
JaJbHENIIIero MpOCIeKTUBHOTO HAOMIONEHUS 3a JaHHOMN
KJIMHUYecKol rpynmnoit. He uckioueHo, 4To moBpexie-
HUSI MHMOKapia B clyyae TMITOKCMYECKOTO BO3IEHCTBUSI
BO BHYTPUYTPOOHBI, MHTpAHATAIbHBIA MM HEOHATAb-
HBIN TIEPUOIBI Y HEKOTOPBIX IETEl, POXKICHHBIX HEIOHO-
IIEHHBIMU ¢ HU3KOI MAcCOIi TeJTa M UMEIOIITNX U3MEHEHUST
nedopMaliuy JIeBOro Keayaouka B IIPOJOJIbHOM HarlpaB-
JIECHWM, MOTYT B OTIaJ€HHbIe BpeMEHHBIE TIEPUOIBI CIO-
coOCTBOBaTh (POPMUPOBAHUIO PEMOICIMPOBAHUS U paH-
HUM 1e0roTaM JIATEHTHBIX CYOKITMHUYECKNX AUCHYHKIIMIA
JIeBOTO Xeynouka [5, 6, 10, 15].
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Tasaokosa E.H. u coaem. OcodeHHOCTH TIPOIOJILHOI TehopMaLiiy JIEBOTO XeJTyI0uKa y IeTeii B Bo3pacTe oT 1 roja 1o 5 JIeT, pOIUBLIMXCS ¢ HU3KOIA. ..

Hapymenna nedgopmanum JeBOro KeJygodyka
B TIPOJOJBHOM HAMpaBJIeHUW y HEKOTOPBIX JeTeid
B Bo3pacTe OT | roma mo 5 1eT, pOXIEHHBIX HeIo-
HOILIEHHBIMM C HM3KOM Maccoil Teja, MpeacTaBIsSIOT
co6oli HOBBIe 3HAHUS (PYHIAMEHTAIbLHOTO XapakTepa
O CTaHOBJEHUU KOHTPAKTUJIBHOCTU JIEBOTO XKEJy-
JIoYKa B MOCTHATAJbHBINA MEPUOJ MPU HETOHOLIEHHO-
ct B aHamHe3e. C Hallleil TOYKW 3peHUs, OHU JTOJIKHBI
CITY>KUTh 0O0CHOBAHHBIM TTOBOJOM IS ONITUMU3ALINU
TPaIUIIMOHHOTO aJTOPUTMA TUCITAHCEPHOTO HabTI0e-
HUS B aMOYJIaTOPHBIX YCJIOBUSIX TTEIMATPOM U IETCKUM
Kapauosorom (puc. 3), a B IocjieayoleM — TeparneB-
TOM M KapAuOJIOTOM, Jiejas 1ejecoodbpa3Holl paHHIOI
CKPUHUHTOBYIO OIIEHKY nedopMaliiuu JIEBOTO KeJy-
JoYKa B TPOIOJbHOM HampaBleHUUW UIsT obecrieue-
HUSI BTOPUYHON MpodMIaKTUKKU 3a00JeBaHUM cepala
B 3peJioM Bo3pacTe [3, 6].
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Bmsaue pu3nueckoil HAarpy3ku Ha 3J1eKTpo(r3M0I0rnIecKue mpouecchbl B MUOKap/e
JKeJIyJI0YKOB Yy JIeTeii-ClIOPTCMEHOB
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The effect of physical activity on electrophysiological processes in the ventricular
myocardium in child-athletes

A.V. Shumov'?, N.V. Kraeva', V.I. Makarova'?

'Northern State Medical University, Arkhangelsk, Russia;
2Semashko Northern Medical Clinical Center, Arkhangelsk, Russia

JIn3anantanuoHHbIe MPOLECCHI B CEPAEYHO-COCYAUCTOI CUCTEME Y IeTeli-CIIOPTCMEHOB CBA3aHbI C HF3MEHEHUSIMH 3J1eKTPOPU3H0JI0-
THYECKUX MPOLeccoB B MUOKapye. JIJis BbinesieHus: Tpynn PUCKa Pa3BUTHS NATOJIOTHH CePAEYHO-COCYUCTON CHCTEMBI CPEIN ATOrO
KOHTHHIEHTA BO3MOXKHO HCI0JIb30BaHNE HEMHBA3UBHOI METOJMKH — JUCTIEPCHOHHOTO KAPTHPOBAHMUS 3JIEKTPOKAPAUOTPAMMBI.
Lens uccienosanus. BoisBUTD M3MeHEHHs 3JEKTPO(U3MOIOTHIECKUX TPOIECCOB B MHOKApIE JIEBOTO M NMPABOTO JKeTyHI0YKOB
y JieTeii-ClopTCMEHOB B OTBET HA (PM3MYECKYIO HATPY3KY.

Marepuaibt u metoabl. [Ton HaGmonennem Haxomwmch 279 neteii I u 11 rpynm 310poBbs B Bo3pacte ot 12 10 18 aet. Boinenena
rpynna u3 209 nereii, 3annmarommxcs cnoprom: 153 (73%) manbunka u 56 (27%) nesoyek. Pedepencnas rpynna Bkmoyasna 70 nerei,
He 3aHMMAIOIMXCH CIOPTOM. Bce /eTH-CIOPTCMEHbI MMeH JOMYCK K TPEHHPOBOYHO-COPEBHOBATENLHOMY mponeccy. Buytpu
OCHOBHOIi rpynmibl BblIeJIeHbl 4 NOATPYNNbI B COOTBETCTBMU C BMAAMH CHIOPTA: MOATpynna A — eTu, nocemaonme cekuuio ¢pyrooaa
(51 manbumk); noarpymna b — 6acker6ona (37 MaabunkoB u 22 eBoyek); noarpynna B — Bouseiidoaa (29 maibuukoB u 27 1eBoyYeK);
noarpymna I' — exunHo0opcTs (36 MaabunkoB U 7 neBoyek). Beem neTsam npoBeieHo IMCIEPCHOHHOE KAPTHPOBAHKE JJIEKTPOKAPIMO-
TPaMMBbI TIPH NOMOLIM MPOrPAMMHO-ANNAPATHOrO KomIuiekca «Kapauosusop» 10 u nociie Tecta ¢ Gpu3Mueckoii HArpy3Koii. AHATN3Y
NOJBEPTHYThI MPOIECCHI JENOISAPU3ALMA U PENOJISPU3AIMKE B MHOKApJIE JIEBOTO M NMPABOr0 KeJIyJ0YKOB HA OCHOBAHUM MOKa3aTeJeil
G3—G6 koaa neramm3anyu. CraTucTHYecKas 00pad0OTKA MOyYeHHbIX JAHHBIX MpoBeaeHa npu nomoum MSExcel, Stata.
PesynbraTbl. AHAIM3 2/1EKTPO(UNONOTNYECKUX MPOIECCOB B MHOKAP/E JIEBOT0 M MPABOr0O JKEJIYIO0YKOB Y JeTeii-ClopTCMEHOB
MOKAa3aJl CTATUCTHYECKN 3HAYMMBIE Pa3JIM4Ms MO CPABHEHHMIO C TAKOBbIMHU B pedepeHcHoii rpynme. Bo Bcex mokasarenasix G3—G6
KO JeTAJU3aIMi B OCHOBHO¥ TpyNie OTMeYali yMepeHHOe OTKJIOHeHHe, B TO BpeMs Kak Bce 3HaYeHHs B ped)epeHcHOi rpymmne
0oJee yeM B 92% ciiydaeB HAXOAWIMCD B Mpeleax HOPMbI. YMepeHHble (pu3muecKue HATPY3KU MPUBEJH K PETHCTPAIMH KaK yme-
PEHHBIX, TAK ¥ BBIPAXKEHHBIX HAPYIIEHUI J/1eKTPO(PU3N0IOrNYECKHX NMPOIIECCOB B MUOKAp/e, 0COOEHHO Yy JeTeil, 3aHUMAIOIMXCS
BBICOKOIMHAMUYECKUMH BUIAMHU CIIOPTA, 2 UMEHHO — 0aCKeT00JI0M.

Karoueevte caosa: demu-cnopmemenst, 0enoaapu3ayus, penoiapu3auyis, mecm ¢ uau4eckol Hazpy3Kou.

Anauyntuposanus: LLlymoBA.B., KpaesaH.B., MakaposaB. . BnusiHue puandeckoi Harpy3kmHa 3/1eKTPOPU3N010rn4eCKme npoLecchl
B MUOKapAe Xenyno4ykoB y AeTevi criopTcMeHoB. Poc BecTH nepuHaton u neguatp 2023; 68:(1): 67-73. DOI: 10.21508/1027-4065-
2023-68-1-67-73

Maladaptation processes in the cardiovascular system in child athletes are associated with changes in electrophysiological processes
in the myocardium. To identify risk groups for the development of the cardiovascular system pathology among this contingent, it is
possible to use a non-invasive technique: ECG dispersion mapping.

Purpose. To identify changes in electrophysiological processes in the myocardium of the left and right ventricles in child athletes
in response to physical activity.

Material and methods. 279 healthy children without chronic disease aged from 12 to 18 years were under observation. A group
of 209 children involved in sports has been identified. The gender distribution is as follows: 153 boys (73%) and 56 girls (27%).
The reference group included 70 children not involved in sports. All child athletes had access to the training and competition process.
Within the study group, 4 subgroups were allocated in accordance with sports: A subgroup — children attending the football section
(51 boys); B — basketball (37 boys and 22 girls); C — volleyball (29 boys and 27 girls); D — martial arts (36 boys and 7 girls). All chil-
dren underwent dispersion mapping of the electrocardiogram using the Cardiovisor software and hardware complex before and after
the exercise test. The processes of depolarization and repolarization in the myocardium of the left and right ventricles were analyzed
on the basis of G3—G6 indices. Statistical processing of the results was carried out using MS Excel, Stata.

Results. The analysis of electrophysiological processes in the myocardium of the left and right ventricles in child athletes showed
statistically significant differences in comparison with the reference group. In all G3-G6 indicators in the main group, a moderate
deviation was noted, while all values in the reference group were within normal limits in more than 92%. Moderate physical exertion
led to the registration of both moderate and pronounced electrophysiological disturbances in the myocardium, especially in children
engaged in highly dynamic sports, namely basketball.

Key words: child-athletes, depolarization, repolarization, physical activity test.

For citation: Shumov A.V., Kraeva N.V., Makarova V.I. The effect of physical activity on electrophysiological processes in the ventricular myocar-
dium in child athletes. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 67-73 (in Russ.). DOI: 10.21508/1027-4065-2023-68-1-67-73

KaXIbIM TOIOM JeTCKM CITOPT HabupaeT Bce IIEYHO-COCYOVCTOM cucTeMHl [ 1, 2]. Beicokue pusnueckme
OoJiblllyl0 MomyJsipHOCTh. [Ipoliecchl  amanTauumn M TICUXOJIOTUYECKHE HArpy3Ky BO BpeMsI TPEHUPOBOYHO-
pacTylIero opraHum3Ma K TIOBBIIIEHHBIM (DU3NUECKUM COpPEBHOBATEJIBHOTO TIpollecca y IOHBIX CIIOPTCMEHOB
Harpy3kaM B IIepBYIO O4epelIb CBSI3aHBI C peakKllneit cep- MOTYT TMPEBBIIIATh PECypChl aTaNnTallMOHHBIX BO3MOXHO-
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cTeil pebeHKa. DTO MPUBOAMT K CPBIBY amanTallMOHHBIX
MEeXaHU3MOB B BUAe (HOPMHUPOBAHUS TATOJOTUM Cep-
IIeYHO-cocynucToii cucrtemul [1, 3]. He3amanmTalimoHHEIE
MPOLIECCHl B  CEPIEYHO-COCYIUCTON CUCTEME CBSI3aHbI
C M3MEHEHMSIMU 3JIEKTPO(MU3NOIOTUIECKUX TPOIECCOB
B MHMOKapie, yIinHeHrneM nHTepBana Q—T Ha 31eKTpo-
KapauorpaMMe Ha (hOoHe Harpy3KW, TMOSBIECHUM Hapy-
LIeHWI pUTMa cepaua 1 nposomuMoctu [1, 4, 5]. Takue
HapyLIEHUsI pUTMa CepAua, KakK >KEeJIyJOo4yKOBas Taxu-
Kapausg W GUOPUIUISALINAS  KEJIYIOYKOB, COIPSIKEHbI
Cc pucKoM BHe3arHoit cmeptu. CorjlacHO pe3sysibTaTaM
MeXKIYHAPOIHBIX MCCIEAOBAHMI PUCK BHE3AITHOM CMEPTH
B 2,6 pa3a BbIIIIe Y CITOPTCMEHOB, ¥ 90% KOTOPBIX MMENTH
MEeCTO AM3afanTalloOHHbIe Tpouecchl [4, 6]. Bobiioe
YUCJIO CIyJaeB BHE3aIHOM CMEPTH MOJIOABIX CIIOPTCME-
HOB BO BpeMsl TPEHHPOBOYHO-COPEBHOBATETLHOTO MPO-
1iecca UMEIOT apUTMOT€HHBII reHes [6—8].

C y4eToM TMOBBIIIEHHOIO pHUCKa (HOPMUPOBAHUS
MaToJIOTUU CEPACYHO-COCYAUCTOM CUCTEMBI Yy JAeTeil-
CIMOPTCMEHOB YIJIyOJIeHHOE O0CenoBaHWe U TIIATE/b-
HBIi aHajlU3 BBISIBJIEHHBIX M3MEHEHUI COCTaBIISIIOT
BaXXHYIO 3a7a4y MEIUIIMHCKOTO COMpoBoXIeHusT. CKpu-
HUHTOBBIE TECTbI Ha HdTaIax MepUOIUYECKHX 00CIeno-
BaHUI B YCJIOBUSX CIIOPTUBHBIX IMCIIAHCEPOB SBJIsI-
10TCs 3(P(HEKTUBHBIM MHCTPYMEHTOM. B pasHbBIX cTpaHax
o0beMbl uccaenoBaHuit pasznmyaiorcs [8]. B Poccum
NI TWAarHOCTUKU TIATOJIOTUM  CePAeYHO-COCYIUCTOM
CHCTeMBbI HanboJiee IMPOKO UCTIONb3YeTCs JIeKTpOKap-
nuorpadust, uMeroasi Kak JOCTOMHCTBA, TaK UM HEI0-
ctaTki. bBonbinyio MHOOPMATUBHYIO €MKOCTb HECeT
B cebe CYyTOYHOE MOHMTOPUPOBAHME 3JIEKTPOKAPIAMO-
IrpaMMBbI, TIPM KOTOPOM MHOTIOUYKCJIEHHbIE MOKa3aTeau
JTAl0T BO3MOKHOCTb TIPOBECTH OIIEHKY alaNnTallMOHHBIX
MEXaHM3MOB CEpAEUYHO-COCYIUCTON cuctembl. OaHaKO
HCTOJb30BaHUE 3TOTO METOAA B KauyeCTBe CKPWHWHTO-
BOTO 7151 00C/Ie0BaHUsI OOJIBIIIOTO YKCa CIIOPTCMEHOB
He TIPENCTaBISAETCS BO3MOXKHBIM. B 1eisiX BBIICICHUS
TPYIIN pUCKa pa3BUTUS MATOJIOTUY CEPAECTHO-COCYINCTOM
CHUCTEMBI CPeIU EeTe-CITOPTCMEHOB BO3MOXHO MCITOJTb-
30BaHWe HEWHBAa3WBHOM METOIUKM IUCIIEPCUOHHOTO
KapTUPOBAaHUS DJIEKTPOKAPAUOTPAMMBI, TPU KOTOPOI
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OPUINMHAJIbBHbBIE CTATbU

32 KOPOTKUIT OTPE30K BPEMEHHM OCYILECTBIISIETCST OLIEHKA
2JIEKTPODU3NOJIOTHUUECKIX TIPOLIECCOB B MMoOKapae [9].
Ilpy HapylIeHUW TIPOLIECCOB AEMOJSIPU3ALUNA  U/WITN
pEToIsIpU3aLiii MUOKapaa MOXHO CYIUTh O MEXaHU3MaX
afanTanuy CepaeIHO-COCYIUCTON CUCTEMBI.

IHeab uccaeaoBaHus: BLISIBUTH U3MEHEHMST DJIEKTPO-
(GU3MOIOTMUECKUX TMPOLIECCOB B MHUOKapAe JIEBOTO
U TIPaBOIO KEJIYIOUYKOB y JETeil CIIOPTCMEHOB B OTBET
Ha PU3NIECKYIO HATPYy3KYy.

XapakTtepucTtuka petei U MeToabl UCCNeaoBaHUS

IpoBeneHo TomepeyHOe HCCAENOBaHUE B TEPUO
¢ saBaps 2019 r. mo deBpans 2020 1. [Tox HabIIOMEHNEM
Haxonwiuch 279 neteit [ u 11 rpynn 3mopoBbst B Bo3pacrte
ot 12 no 18 ner.

Boigenena rpynma u3 209 pereit, 3aHUMAaOIIUXCS
crioptoM: 153 (73%) manbunka u 56 (27%) neBouek. Bee
JNETU-CIIOPTCMEHBI MMEJM JAOMYCK K TPEeHUPOBOYHO-
COPEBHOBATEIBHOMY TIPOIIECCY MO pe3yabTaTaM perjia-
MEHTUPOBAHHBIX JJAOOPATOPHO-UHCTPYMEHTATbHBIX HCCITe-
JOBAaHMIA, a TAKXKE TT0 3aKTI0YEHWIO Bpayva 1o CIIOPTUBHOM
menuiHe B ycsioBusix 'BY3 AO «ApxaHresbcKuii HIeHTP
JIe4eOHOM (UBKYIBTYPBI UM CIOPTUBHOM MEIMITUHbBI».
JIOTTOTHUTENIBHO TIPOBEACHO J1abopaTopHOe MCClieIoBa-
HUE YPOBHS 3JIEKTPOJUTOB, KapIMOTPOITHBIX (hepMeH-
TOB, MapKepOB BOCIAJEHMS, TUPEOUIHOTO TPODOUIIS
C LEJbI0 UCKITIOYEHUST BOBMOXKHBIX BTOPUYHBIX TMTPUINH
9JIEKTPODUZNOIOTUIECKIX HAPYIIEHUH.

BHyTpY OCHOBHOIM TPYMITBI BbIIEIEHBI 4 TTOATPYITITBI
B COOTBETCTBUU C BUIAMM CIIOpTA: MOATPYyMIa A — IeTH,
rnocenawIimne cekiuoo ¢yroona (51 Manbuuk, cpemHss
MPONOJIKUTETbHOCTh 3aHATHI 5 JIeT, CpeaHsisT WHTEeH-
CUBHOCTbH 6,2 U B Henemo); moarpymnmna b — 6acketbona
(37 manbuukoB U 22 AeBOYEK, CPEMHSIST MPOAOJIKATEb-
HOCTb 3aHSATHI 6,3 Toma, CpeaHss MHTEHCUBHOCTb 6 4
B Hemeno); noarpynmna B — Boseitbona (29 ManbunkoB
u 27 neBouYeK, CPemHsIST TPOIOJIKUTEIBHOCTD 3aHSATHIA
5,4 rona, cpeaHsIsI ”HTEHCUBHOCTD 5,6 4 B HEJIEITIO); IO/~
rpynmna I' — eauHO60pcTB (36 MaTbYMKOB U 7 IEBOYEK,
CpemHss MTPOAOKUTETLHOCTD 3aHATHI 5,3 roga, MHTeH-
CUBHOCTb 5,3 4 B HEJIENI0); TAKUM 00pa3oM, IO MPOI0-
SKATETbHOCTH 3aHSATUM U MHTEHCUBHOCTU TPEHUPOBOY-
HOTO TIpo1iecca IPYIIbl ObITUA COMTOCTABUMBI.

Pedepencnas rpymnma Bxirovana 70 geTeid, He 3aHU-
matomumxcst cnoproM. Cpenn Hux — 40 MajgbyMKOB
un 30 neBouek. [leTy ObLIM OCMOTPEHBI B COOTBETCTBUU
¢ TIPOrpaMMOI TIPOGUIAKTUYECKUX OCMOTPOB B YCIIO-
Bussx ®I'BY3 «CeBepHblil MEAUIIMHCKII KIMHUYECKUIA
uentp uMm. H.A. Cemaiko» ®MBA Poccun.

Bcem pmetsiM mpoBeeHO AMCIIEPCUOHHOE KapTUpOBa-
HUE 3JIEKTPOKApAMOrpaMMBbI TPY TTOMOIIN TTPOrpaMMHO-
armapaTHOro Komimiekca «KapmuoBuszop» 10 W mocie
Tecta C (usmyeckoir Harpyskor (20 TmipucemaHuit
B ObicTpoM Temrie). [1pnGop BBHISIBISIET AUCTIEPCUOHHBIC
OTKJIOHEHUSI B TIpOLIecCe Jie- U PETOIIpu3aiii, CHHXPO-
HU3WPYST Hayalo BJIEKTPUUYECKOTO BO3OYXIECHUS CEeMU
MOCJIeIOBaTEIbHBIX 3yOII0B. AMITIUTY/IA AUCTIEPCUOHHBIX
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Illymoe A.B. u coasm. Biusinuie hr3amuecKoii Harpy3Ku Ha 3J1eKTpO(U3MOIOTMYECKHUE TIPOLIECCHl B MEOKAP/IE KEIYIOYKOB y IETeii-CIIOPTCMEHOB

KoJIecOaHMiIT OUeHb MaJjia, TTO3TOMY C MTOMOIIIBIO CTAHIAPT-
HOW 3JIEKTPOKApIUOTPaMMBbI MX BBISIBUTH HEBO3MOXKHO.
Bce Tpynmbl OTKIOHEHUWI AMCIEPCUOHHBIX XapaKTepH-
CTUK c(pOpMUPOBAHBI B BUIIE KOMIA JeTATU3ALINKU. AHATTA3Y
MMOABEPTHYTHI TIPOLIECCHI Je- W PETNOJISIPU3alN B MUO-
Kape JeBOrO M MpaBOTo KEJYJIOYKOB Ha OCHOBAHUU
nokazateieit G3—G6 koma meranmm3anuu: G3 oTpaxaeT
NIeTIoNSIpU3allnIo MpaBoro Xeaynouka, G4 — pernonsipusa-
LIUIO TIPABOTO Xeynouka, G5 — mernonsipusaiuio JIeBOro
xenynouka, G6 — pernoisipu3alinio JIEBOTO XeTyaouKa.

Kpurepuu BkitoueHus: Bosdpact oT 12 mo 18 rer,
I u Il rpynmnsl 310pOBbsI, HAJIMUKME AOMYCKa K TPEeHU-
POBOYHO-COPEBHOBATEILHOMY  TIPOIIECCY, OTCYTCTBUE
OTKJIOHEHHMI TIO pe3yiabTaTaM CTaHAAapTHON 3JIEKTPO-
" axoKapauorpacduun. Kpurepum UCKIIOUEeHNS: HATMUKe
YCTAaHOBJIEHHOTO JWarHo3a CUHIPOMAa BereTaTUBHOM
IUCGHYHKIIUU, HAJTUIMEe OTKJIOHEHUI B YPOBHE 3JIEKTPO-
JINTOB, TUPEOMIHOTO TPOGUIS, KapIUOTPOITHBIX (ep-
MEHTOB, BOCHAJIMTEIbHBIX MapKepoB IO pe3ybTaTaM
J1abopaTOPHOTO UCCIENOBAaHUSI; OTKA3 pedeHKa.

BoinonHeHne paboThl ObLIO OMOOPEHO JIOKaJTbHBIM
STUYECKUM KOMHTEeTOM CeBEepHOrO TOCYIapCTBEHHOTO
MeIUIIMHCKOTO yHUBepcuteTa (rpotokoja Ne 09/12—18
ot 18.12.2018).

Cratuctuueckass o0pabOTKa TOJYYEHHBIX JaHHBIX
BBITIOJTHEHA C TOMOIIBIO MaKeTa CTAaTUCTMYECKUX IPO-
rpamm Stata, MSExcel. IIpoBepKy HOpMaJIbHOCTUA pac-
Mpeae/eHUS M3ydaeMbIX TTPU3HAKOB MPOBOAMIIN C TTOMO-
mpio Tecta Illamupo—Yunka, cpaBHUTENbHYIO OLIEHKY
KAa4eCTBEHHBIX BEJIMUYMH — TIPU TIOMOIIM KPUTEPUS
y* Tlupcona. Jlnsi aHaiau3a CIy4alHOCTH W3MEHEHMsI
JIOJIM HOPMAJIbHBIX M TaTOJIOTMYEeCKUX 3HaueHuin G3—
G6 Koma neTanu3alnu 10 1 Iocie GU3NIecKoil Harpy3ku
B OCHOBHOWM TpyIIle WMCIOJB30Bad Kputepuii Mak-
Hemapa. Paznuuunst cuuranu noctoBepHbsiMu mipu p<0,05.

Pe3ynbratbl
3HaueHnss ~ u3ydaeMbIX  Tokasateneir  G3—G6
1Mo  pe3yabTaTaM JWCIIEPCUOHHOTO  KapTHPOBAaHUS

He TTOMYMHSIOCHh 3aKOHY HOPMAaJIbBHOTO pacTpeaeieHusT
npusHaka. [TomydyeHHbIe qaHHBIE 0000IIEeHbI B TaO. 1.
Pacnipenenenne M3MeHEHWI IO TpyImaM CIOPTUBHOM
MOATOTOBKA B CpaBHEHUU C pedepeHCHON TPYIIIoi
OTpaXxeHo B Tabx1. 2 u 3.

YMepeHHbIe OTKIIOHeHMsT Tokasatensi G3  3ape-
TUCTPUPOBAaHBI B OCHOBHOI rpymme B 21,1% ciyuaes,
YTO CTATUCTUYECKM 3HAYMMO TI0 CpaBHEHUIO ¢ pede-
PEHCHOI Tpynmnoii, B KOTOPOM MoKa3aTeab AEHOJSIpU-
3allMM TPABOTO KeJIyaouka ObIT B TIpeaeiaX HOPMBI
(x2(2)=17,5; p<0,01; cm. Tabn. 1). bonbmmii mpoueHT
OTKJIOHEHMI TIOKa3aTeNlsl 1O OTHOIIEHWIO K TPYIIe
JeTelt, He 3aHUMAIOIIMXCS CIIOPTOM, TIPUXOAUTCS B paB-
HOI1 cTereHu Ha TPYIIbI backeTOo1a 1 Bosieiibona — 25,4
1 25,0% cOOTBETCTBEHHO (X2(4)=21,1;p<0,01; CM. TabI. 2)
JInsT  OLEHKM agamnTallMOHHOW peakIMu MHOKapia
Ha (pu3NYecKylo Harpy3Ky Oblia MpoBeleHa MOBTOPHAS
OlleHKa JaHHOTO (pparMeHTa Koja IeTaJu3allii ITOocIie

Tecta ¢ (pusmdeckoit Harpyskoit. B pesynbrate y 52,2%
CIMIOPTCMEHOB BBISIBIEHBI HApYILIEHWS AETOJSIpU3alui
B MUOKap/e MpaBoro xkeaynodyka (cM. Tadu. 1): B 18,2% —
BbIpaXXeHHBIe, B 34% — yMepeHHBbIE, YTO, TTO CPAaBHEHUIO
C TPYNIION HeTeil, He 3aHUMAIOIIMNXCSl CTIOPTOM, CTaTH-
CTUYECKU 3HAYMMO (x2(2)=44,5; 2<0,01). 1o oTHO1IEHUIO
K pedepeHCHOI TpyIne HauOOIbIINI MPOLIEHT OTKIIO-
HEHWII TIPUXOIUTCS Ha TPYIIITY HeTeil, 3aHUMAarOIIXCS
b6ackeT00/0M (CM. TabJ. 3): yMEepeHHbIe OTKJIOHEHUST —
32,2%, BoipaxkeHnnbie — 28,8% (x*=68,8; p<0,01).

st cpaBHeHUs [OJeil YYaCTHUKOB MCCIIETOBAHUS
C HaJuYueM TIATOJOTUYECKUX 3HAYEeHWH JeToIspu-
3auMu npasoro kenynoudka (G3) mo u mocie dusnye-
CKOI Harpy3Ku MCIOJIb30BaiM KpuTepuii Mak-Hewmapa
(Tabn. 4). YBenuueHne 4acTOTHI MATOJOTMUYECKUX 3HAYE-
HUIA nenoJisipu3anuu mpasoro xenynouka (G3) ¢ ucxom-
HbIX 21,1% 10 52,2% 1miocie pu3ndecKoil Harpy3Ku cpenn
NIeTeli-CIMOPTCMEHOB cTaTucThuuecku 3Haunmo (p<0,001).

Ha ocHoBanum aHanmusa mnokazarenss G4 B rpymre
JIETeli-CITIOPTCMEHOB TaKXKe BBISBIIEHBI YMEPEHHBIE OTKJIO-
HEHUS 10 OTHOIIEHUIO K pedepeHcHoi rpymie — 27,8%
= 21,8; p<0,01; cm. Tabu. 1). BelpaxkeHHBIX OTKJIOHE-
HUIi He ObUTO HU B ofHOM rpymrie. Ha BTopowm artarie rocie
MpUCeNaHNil HapylleHusl perucrpupoBannch y 31,1%,
npuyeM y 11% — BeIpaxeHHble, a B 20,1% — yMepeHHEIE.
I1o oTHOmIEHMIO K pedepeHCHOI TpyIITie, B KOTOPOI CTa-
TUCTUYECKHN 3HAYMMBIX OTKJIOHEHWIT TAHHOTO TIOKa3aTesT
IO 1 TIocJie TecTa ¢ (hM3NYECKO Harpy3Koi Mbl He HalllIH,
yKa3aHHbIe OTKJIOHEHMsI CTATUCTUYECKU 3HAUYUMBI (}>=
21,8; p<0,01; cM. Ta6m. 1). BHyTpM Tpymnm cCropTuB-
HOI TIOATOTOBKM HAMWOOJBIIMI TIPOLIEHT OTKJIOHEHWI
MO0 OTHONIEHWIO K TPYIe JAeTeil, He 3aHWMAIOLIXCS
CTIOPTOM, TIPUXOAUTCS Ha eauHoOopueB. Tak, 1o TecTa
¢ (usnuyeckoit Harpy3koit B 41,9% ciydyaeB BBISIBJIEHBI
yMepeHHble oTKIoHeHus (y*= 28,4; p<0,01; cM. Tabmn. 2),
a mocJie TecTa ¢ (pu3nvecKoi Harpy3Koi HapyIieHus ObLTA
BBISIBJIEHEI B 86% cirydaeB (y*= 146,6; p<0,01) 13 KOTOpBIX
48,8% — BBIpakeHHBIE (CM. Ta0I. 3).

W3MmeHeHnst [oneil  yJacTHMKOB — MCCJIEIOBaHUS
C HaJMYMeM TIaTOJIOTMUECKUX 3HAYEHUI peroJisspu3a-
U npasoro xenynouka (G4) no u nocie GpunyecKom
Harpy3ku (27,8 u 31,1% cOOTBETCTBEHHO) B OCHOBHOI
IpynIme CTaTUCTUYeCKU He3dHauuMbl (p=0,386). TToutn
B 95% cinydyaeB OTMEUaJIMCh HOPMAaJIbHbIE 3HAYEHUS TTPO-
mecca JEMosipu3aliid CUCTEMHOTO JIEBOTO JKeJymodyKa
B TPYIIIIe NeTeil, He 3aHUMAIOIIMXCS CITOPTOM, B TO BpeMsI
Kak B OCHOBHOW TIpyrme — Tojbko 82,3% cnyvaes.
B ocTanbHBIX ClTydasix UMeJTUCh YMEepEHHbIE HapYIIEHMS,
YTO CTATUCTUYECKM 3HAUYMMO IO OTHOIIEHWIO K pede-
peHcHoii rpymme (x*=6,0; p<0,01; cm. Tab6m. 1).

Ilpu moBTOpHOM aHanu3e mnokaszareiass G5 rmocie
TecTa ¢ pusmyeckoir Harpyskoit y 131 (62,7%) cnop-
TCMEHa OTMEYeHBI OTKJIOHEHMS (cM. Tabm. 1),y 52,2% —
yMmepeHHbIe, ¥ 10,5% — BbIpaxkeHHBIE, YTO MO OTHOIIIE-
HUIO K pedepeHCHON TPYIe CTaTUCTUYECKU 3HAYMMO
(x*=39,6; p<0,01). HaubospImast most MaTOIOTUIECKUX
OTKJIOHEHWI TIPUXOIUTCS Ha TPYIIIY 06acKeTOOJNHCTOB,
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OPUINMHAJIbBHbBIE CTATbU

Tabauya 1. HapaMeprl JACNOJIAPU3ALUA U PENOJIAPU3ALMHA MUOKAP/Aa MPABOro U JIEBOI'0 2KEJIYI0YKOB /10 1 MOCJIe TeCTa C (bPBl(I‘le-

CKOIi HATpy3KOoii, a0c. ynco (%)

Table 1. Values of the parameters of depolarization and repolarization of the myocardium of the right and left ventricles before

and after the exercise test, abs. (%)

CnopTcMeHbl
Iloka3arenn G3 G4 G5 G6
10 nocie 10 nocie 10 nocJie 10 nocjie

Hopma 165(78,9) 100 (47,8) 151(72,2) 144(68,9) 172(82,3) 78 (37,3) 140 (67,0) 42(20,1)
YMepeHHbIe OTKIIOHEHUS 44 (21,1) 71(34,0) 58(27,8) 42 (20,1) 37 (17,7) (512092) 69 (33,0) 81 (38,8)
BripaskeHHBIE OTKIIOHEHUS 0 38 (18,2) 0 23 (11,0) 0 22 (10,5) 0 86 (41,1)
PedepeHcHas rpymma
Hopma 70 (100)  65(92,9) 69 (98,6) 67(95,7) 66(94,3) 56(80) 65(92,9) 62(88,6)
YMepeHHbIe OTKIIOHEHUST 0 5(7,1) 1(1,4) 3(4,3) 4.(5,7) 14 (20) 5(7,1) 8(11,4)
BobipaxkeHHbIe OTKJIIOHEHUS 0 0 0 0 0 0 0 0

=175, y*=445; ¥=21.8; ¥*=20.8; ¥*=60; 1=39,6; =180; =107,
YpoBeHb 3HAYNMOCTH p<001 p<0.01 p<0,01 p<0,01 p<0,01 p<0,01 p<0,01 p<0,01

IIpumeuanue. p<0,05 — ypoBeHb 3HaYUMMOCTH Kputepus x> [ITnpcoHa npu cpaBHEHUU pacTpeieIeHUs TTapaMeTpOB [UIsST HE3aBUCHMBIX BBIOOPOK

(CTIOPTCMEHBI U HECTIOPTCMEHBI).

Tabauya 2. PacnpeneiieHne nokasareJieil KApTHPOBAHUSA dJ1eKTpoKapanuorpacduu B pedepeHCHOIi rpyiie u B rpynne Jaereii-
CIMOPTCMEHOB B 3aBUCHMOCTH OT BHJIOB CIIOPTA JI0 TecTa ¢ (husmyeckoii Harpy3Koii, adc. yucio (%)
Table 2. Distribution of ECG mapping indicators in the reference group and in the group of children of athletes depending on sports

before the exercise test, abs. (%)

Bupa cnopra
IToka3arenn 3HaueHue TG = VoD
rpymna (n=70) thyro0a 0ackeTo0 BOJIEH0ON  eAMHOOOPCTBA 50y o ory
(n=51) (n=59) (n=56) (n=43)
&3 Hopma 70 (100) 42 (82,4) 44 (74,6) 42 (75,0) 37 (86,0) 2, =211
@ <0
YMepeHHbIe OTKIIOHEHUSI 0 9(17,6) 15 (25,4) 14 (25,0) 6 (14,0) p<0,01
G4 Hopma 69 (98,6) 39 (76,5) 44 (74,6) 43 (76,8) 25 (58,1) X2(4>=28,4’
VMepeHHOE OTKJIOHEHUE 1(1,4) 12(23,5) 15(25,4) 13(23,2) 18 (41,9) p<001
G5 Hopma 66 (94,3) 43 (84,3) 46 (78) 43 (76,8) 40 (93,0) P J=124
( A,
YMepeHHbIe OTKJIOHEHHUS] 4(5,7) 8 (15,7) 13 (22) 13(23,2) 3(7) p=002
G6 Hopma 65 (92,9) 42 (82,4) 35(59,3) 34 (60,7) 29(67,4) 2, =271
@
VMepeHHbIE OTKJIOHEHUS 5(7,1) 9 (17,6) 24 (40,7)  22(39,3) 14 (32,6) p<0.01

IIpumeuanue. p<0,05 — ypoBeHb 3HaYUMMOCTH Kputepusi x> [IupcoHa npu cpaBHEHUU pacrpe/eeHuUs TapaMeTPOB [UIsl HE3aBUCHMBIX BHIGOPOK

(CITIOPTCMEHBI U HECTTIOPTCMEHBI ).

B KOTOPOIl IO OTHOWIEHUIO K TPYIINe AeTeil, He 3aHu-
MAIOIINXCST CITIOPTOM, B 72,8% perucTpupyroTcsl OTKJIO-
Henus (cm. tabi. 3): B 50,8% — ymepennsie, B 22% —
BBIpaxkeHHBIE (3*= 65,9; p<0,01).

IMpy cpaBHeHUM OONEN YYaCTHUKOB MCCIIEIOBAHUST
C HaJIMYMEM TIaTOJIOTMYECKUX 3HAYEHWIA JETTONspU3alin
JieBoro kenynouka (GS5) 1o v mocie Gu3ndeckoin Harpy3ku
B OCHOBHOI TPYIIITe NCTIOTh30BaK Kputepuii Mak-Hemapa
(Tabn. 5). YBenuueHUe 4YacTOThI MATOJIOTMYECKUX 3Haye-
HUI AeNoIsipu3aliim JieBoro xenynodka (G5) ¢ MCXOIHBIX
17,7 mo 62,7% miociie pu3nUecKoil Harpy3Ku Cpeau AeTei-
CITIOPTCMEHOB cTaTucTUYecKu 3HaUYuMo (p<0,001).

CTaTUCTUYECKU 3HAYMMBIE YMEPEHHbBIE OTKIIOHEHUS
MPOLIECCOB PETOISIpPU3allui  MUOKapaa JeBOTo XeJy-
nouka (G6) Ttakke B OOJIBIIMHCTBE CJIy4aeB OTMEYEHBI

B OCHOBHOI rpyrme y 33% neteit (cM. Tabi. 1), B TO BpeMs
Kak B pedepeHCHOI Tpyrime Bcero — y 7,1% (X2(2)=18,0;
p<0,01). ITo cpaBHEHUIO C TPYIINON eTei, HE 3aHUMAlO-
IIUXCS CITIOPTOM, YMEepPEHHbIE OTKJIOHEHMS Jallle BCTpe-
yaJich B rpyre backerooma — 40,7% (= 27,1; p<0,01).
B rpymme neteii-HecopTcMeHOB B 88,6% ciydyaeB mociie
Harpy3kKyl OTMeYajuch HOpMajbHbIE TOKa3aTeJd perno-
Japu3alu MUoKapaa. HampoTuB, B OCHOBHOI Tpyrmire
B 79,9% ciyyaeB oTMevalich HapylieHus (cM. Tabi. 1),
YTO TIO OTHOIIEHMIO K pehepeHCHOM TPYIIe CTaTUCTH-
yecku 3Hauumo (y*=107; p<0,01). Bonbuioit mpoieHT
HapylIeHU BHYTPU OCHOBHOM TPYMITBI IO OTHOIIEHUIO
K pedepeHCHOM TpymIle IpeAcTaBlIeH 0acKeTOOJIMCTaMI
(84,7%), npuueM B 54,2% pervMcTpUPOBATUCH BBIPaKEH-
HbIE HApYIICHUST (X2(8)=121,1;p<0,01; cM. Tao. 3).
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Tabauya 3. Pacnipenenenne nokasaresieil KApTUPOBaHUA 3JeKTpoKapanorpadun B pedpepeHCHOIi rpynme U B rpymime geTeii-
CIOPTCMEHOB B 3aBUCHMOCTH OT BUJIOB CIIOPTA MOCJIe TecTa ¢ (pU3nIecKoil Harpy3Kkoii, aoc. uncio (%)
Table 3. Distribution of ECG mapping indicators in the reference group and in the group of children of athletes depending on sports

after the exercise test, abs. (%)

Bun cnopra
IToka3zarenn 3Hauenue Ped)epeHCHaﬂ 7 YPOBCHI)
rpymma (n=70) (hyro01 Oacker0on  BOEH00J  €AMHOGOPCTBA 4pauunvoctn
(n=51) (n=59) (n=56) (n=43)

Hopma 65(92,9) 21 (41,2) 23(39,0) 24(42,9)  32(74,4)

G3  VMepeHHEE OTKIOHCHHS 5(7,)  19373)  19322) 22(393)  11(25.,6) Xz;»:(fgi&
BripaskeHHOE OTKIIOHEHUE 0 11(21,6) 17(28,8) 10(17,9) 0
Hopwma 67 (95,7) 42 (82,4) 49 (83,1) 47 (83,9) 6 (14,0)

G4 YMepeHHOE OTKIIOHEHNUE 3(4,3) 9(17,6)  9(15,3) 8(14,3) 16 (37.,2) X2(8)<:01?)61’6’
BripaskeHHOE OTKIIOHEHUE 0 1(1,7) 1(1,8) 21 (48.,8) e
Hopma 56(80,00  18(35,3) 16(27,1) 19(33,9)  25(58,1)

G5 YMepeHHOe OTKIIOHEHUE 14 (20,0) 31(60,8) 30(50,8) 30 (53,6) 18 (41,9) X2g><:06319’
BripaxxeHHOE OTKIIOHEHUE 0 2(3,9) 13 (22,0) 7 (12,5) 0
Hopma 62(88,6) 10(19,6) 9(153) 11(19,6)  12(27.9)

G6  YMepeHHHIE OTKIOHeHHS 8(11,4)  18(353) 18(30,5 23(4L,1)  22(51,2) XZT;Z} 2011’1’
BeipaskeHHBIE OTKIIOHEHUSI 0 23 (45,1) 32(54,2) 22(39,3) 9(20,9) ’

Tpumeuanue. p<0,05 — ypoBeHb 3HAUMMOCTH KpuTepust y* [TMpcoHa Mpu CpaBHEHUU pacripe/iesieHH sl TapaMeTPOB /ISl He3aBUCUMbIX BBIOOPOK

(CIIOPTCMEHBI U HE CIIOPTCMEHBI).

Pacripenenenne HOPMaJIbHBIX M MATOJIOTMYECKUX 3HA-
YeHUI pEToIIpU3alliy JIEBOTO SKeJyIouKa OO0 W TTociie
(pusnyeckoil Harpy3ku B OCHOBHOI TpYIIIEe OTPaskeHO
B Ta6. 6. [Tocre Tecta ¢ (M3MIECKOI Harpy3KOi B TPYIIIe
JIeTel-CITOPTCMEHOB OoJiee YeM B 2 pa3a yBeTMIMIIOCh YHUCIIO
CTAaTUCTUYECKU 3HAUYMMBIX OTKJIOHeHMit. B 41,1% cinydaes
OTMEUAJINCh BhIpaXKeHHbIE OTKJIOHeHUs, B 38,8% — yme-
peHHBIe. YBeJIMUeHNE YaCTOThI MATOJTOTMIECKUX 3HAUCHU I
perrosipu3anum jieBoro xenynouka (G6) ¢ ucxomHbix 33,0
110 79,9% nocie pu3nuecKoi Harpy3Ky Cpein IeTeil-Criop-
TCMEHOB cTaTUcTUYecKu 3HaunMo (p<0,001).

Hecmotps Ha npeobiiaganyie MaJIbduKOB B BHIOOPKE,
MpU  aHaIM3e BJIEKTPODU3NOIOTUIECKUX TTPOILIECCOB
B MUOKAapJe CTATUCTUIECKH 3HAUUMBIX Pa3TNIUil MEKIY
MaJTbYMKaMU 1 JIeBOYKAMU MBI He BBISIBUJIN.

JIOTIOJTHUTENIBHO OBITM TIPOAHATM3UPOBAHBI PE3yJib-
TaTbl  3JIEKTPOKAPAMOTPa(UIECKUX  MCCIIETOBAHWIA,
MpU 3TOM KakK y JeTel-CIIOPTCMEHOB, TaK W Y JETel,
He 3aHUMAIOIIUXCS CIOPTOM, BCTPEYAUCh OITU30MIbI
YMepeHHON OpaauKapauyd A0 5-TO TMepUeHTUIS pac-
MpelesieHnsT TI0 BO3pacTy, aTPUOBEHTPHUKYJISIPHOM O6J10-
Kanbl | cTemeHu, McyesalonIMX IOCNe TecTa ¢ (pusnue-
CKOM Harpy3KoM, a TakKe SITM30IbI HEITOJTHOM OJIoKaIbl
MpaBoil HOXKM Tiydyka [wca. BzauMocBsI3m 3THX HM3Me-
HEHUI ¢ pe3yJabTaTaMU JUCTIEPCHOHHOTO KapTUPOBAHUS
MBI He TIOJTYJMJIN.

00cyxaeHue

AHaIU3Mpys clIydayd BHE3aITHOW CeplaeYyHON CMepTH
MOJIOZIBIX CIOPTCMEHOB BO Bcem wmupe, JI.M. Maka-
poB [7] otmeuaeT, yto, HanpumMmep, B CIIIA vame Bcero
TakMe cjyyau BO3HUKaIM y 0ackeTOoJMcCTOB U (yT-
0OJIMCTOB, TIPEMMYIIECTBEHHO MYXCKOTo TMoJjia. DTo

Tabauya 4. Pacnpenesienne HOPMATbHBIX W MATOJIOTHIECKUX
3HAYEHHI IeNOJISIPU3AINH TIPABOTO JKEJIYI0UKA 10 U MOCJIe
(buznyeckoii HATPY3KM B OCHOBHOIA rpymme, a0c. YUCI0

Table 4. Distribution of normal and pathological values of right
ventricular depolarization before and after exercise in the main
group, abs.

. ITocne du3muecKoit HATPY3KH
Jo dusnyeckoit

Harpy3Kn MaToJIOrH4eCKHue HOpPMaJIbHbIE
3navenus G3 3navenus G3
INaTtonornueckue
33 11
3HaueHus G3
HopmanbHbie 3Ha-
P 76 89

yeHus G3

BBICOKOIMHAMUYECKWE BHMIObI criopTta. [Ipenmosnarasi,
YTO OTKJIOHEHUS MOTYT OBITH CBSI3aHBI C Pa3TUIHBIM
YPOBHEM TIOTPEOISIEMOTO KapAUOMUOLUTAMMA KUCIIO-
pona, B pabOTy aBTOPHI BKIIIOUMJIM CIIOPTCMEHOB pa3-
HBIX HaIpaBJIeHUI TTOATOTOBKU C Y4eTOM Kiaccudu-
kaunm Mitchell. Tak, 0acket6om 1 (QyTOONT OTHOCSITCS
K BbICOKOIMHamMudecknm (>70% MaxO,), Boneitbon —
K cpenHenuHammudeckum (40—70% MaxO,), exmHoG0p-
CTBa — K HU3KOAWHAMUYeCcKMMU BugaMu criopra (<40%
MaxO,). boesbie MCKycCTBA OTHOCATCS K BHICOKOCTATH-
YyeCKMM BHJAaM CIOpPTa, MPU KOTOPBIX METAa0OJIMUECKUE
MPOLIECCHl B OPTaHW3Me OCYIIECTBISIOTCS TIPY He3HAYM -
TEJIbHOM TIOBBIIIEHUM TOTpebJieHnsT Kucaopoaa. Brico-
KOIMHAMWYecKast Harpy3Ka, Ha000pOT, BBI3BIBAET Pe3KOe
yBeJImueHue noTpediaeHus kuciaoponaa. [1pu mobdom trme
Harpy30K MPOUCXOAUT aJanTallMOHHBIN Tpoliecc B cep-
JIEYHO-COCYIMCTOM CUCTEME, BKJIIOUAKOLIMI U3MEHEHUE
HamnpsKeHUsI M COKPaTUMOCTU CTeHOK MMokapaa. Oco-
60ro BHUMaHMS TPeOYeT CUCTEMHBIN JIEBBIN JKeJTyI04YeK.
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Tabauya 5. Pacnpezleneﬂue HOPMAJIbHBIX U NATOJIOTHYECKHUX 3HAYEHUIT JenoJIApU3alvuM JE€BOro 2Kejay/104Ka 10 U nocjie (bl/l3l/ll[eCKOI7[

HArpy3Ku B OCHOBHOV¥I rpynme, a0c. Yuciio

Table 5. Distribution of normal and pathological values of left ventricular depolarization before and after exercise in the main

group, abs.

o ¢u3nyeckoii Harpy3Ku

naroJiornyeckue 3nayeHus G5

ITocne du3nyeckoii HATPY3KH

HOpMAaJIbHbIE 3HaYeHus G5

ITaronornueckue 3HaueHuss G5

Hopwmasnbhbie 3HaueHust G5

30 7
100 72

Tabauya 6. Pacnpeneneﬂue HOPMAJIbHBIX U NMATOJIOTHYECKUX 3HAYEHMIA PenoJIapu3auinIeBoro Keaya049Kka 10 1 nocjie d)l/BI/I‘IeCKOﬁ

HArpy3KH B OCHOBHO¥ rpymie, a0c. Yicio

Table 6. Distribution of normal and pathological values of left ventricular repolarization before and after exercise in the main group,

abs.

o dusnyeckoil Harpy3Ku

naroJjornyeckue 3nayeHus G6

ITocne ¢u3HyecKoii HATPY3KH

HOpMAaJIbHbIe 3HaYeHus1 G6

TTaTomornueckue 3HaueHnss G6

Hopwmanbhbie 3HaueHust G6

65 4
102 38

IMpn ananmm3e 3aeKTPODOUINOTOTUIECKHUX TTPOIIECCOB
B MHOKapJe JIeBOrO M IMPaBOrO XEIYIOYKOB Yy HeTeil-
CITOPTCMEHOB BBISIBIIEHBI CTATUCTUYECKU 3HAYMMBIE pa3-
JINYUS TIO CpaBHEHUIO ¢ pedepeHCcHO TpyToii. Bo Bcex
nokaszatessix G3—G6 B OCHOBHOI IpyIllie OTMEYAIOCh
YMepeHHOe OTKJIIOHEHHE, B TO BpeMsl KaK Bce 3HAYEHUS
B pedepeHCHOI Tpyrie Gojiee yeM B 92% HaxomWINCh
B Tipenenax HOpMbI. IIpy aHamW3e OTKIOHEHWI BHY-
TPU TPYIIIT CIIOPTUBHOM MOATOTOBKU OOJIBIINI TTPOLIEHT
HapyLIEeHWH TPOIIeCCOB AEMOJSIPU3ALUA U PETIONIIpHU3a-
LIMY BBISIBJIEH Y 6acKeTOOMCTOB.

O} deKTUBHOCT M JTOCTOBEPHOCTh HCIIOJb3Yye-
MOTO METOJa OBUTM TTOATBEPXKIACHBI B MHOTOUMCIIEHHBIX
HCCIIEOBAHUAX, B TOM YHCJE Yy AeTel ¢ apTepuaTbHOMI
TUTIepTEeH3Ue, 00CaeyeMbIX B paMKaxX HayYHbBIX UCCTIe-
IIOBaHU, TIpoBOoIUMBIX paHee [9]. KomnbloTepusupo-
BaHHasl cucrteMa ckpuHuHra cepaua («Kapanosuzop»)
BXOOWUT B CTaHAApPT OCHAIIEHUS IIEHTPOB 370pPOBbS,
HO OTCYTCTBYET B CTaHIapTe OCHAIeHWs BpayeOHO-
(U3KYJIBTYPHOTO AUCIIaHCepa, LeHTpa JeueOHo Gus-
KyJIbTYPBI U CTTIOPTUBHOM MeauiiuHe [ 10]. JlucriepcuoH-
HbIe XapaKTEePUCTUKKM HU3KOAMITIUTYIHBIX KOJIeOaHUIA
KapAMOIWKIIA TTPU BO3HUKHOBEHWM TTATOJIOTUM MEHSI -
I0TCS  paHbllle, 4YeM 3YOIbl B3JEeKTPOKApAMOTPAMMEBI.
IMosTOoMy aHanMM3 AUCIIEPCUOHHBIX OTKJIOHEHWI IaeT
BO3MOXHOCTb  OLEHUTb  3JIEKTPOPU3NOTOTUIECKIE
MpollecChl B MUOKapJe, B TOM YHUCJIE Y CITIOPTCMEHOB.
B HameM wcciieioBaHWUM yOANOCh TOJTYYUTh CTATH-
CTUYECKM 3HAYMMbIe JAHHBIE O TOM, YTO (U3MUecKast
Harpy3ka TpUBOIWJIA K HapyIIEHUSIM JeTOJISIpU3aun
MPaBOTO M JIEBOTO KEJIYITOYKOB, a TakxKe K Hapylle-
HUSM PETOJISIPU3ALIMU JIEBOTO XeJTyI0UYKa Y HEKOTOPBIX
JIeTei-CITOPTCMEHOB.

Heo6xomumo mpuHMMaTh BO BHUMaHME, 4TO Cep-
JIEYHO-COCYINCTast CUCTEMA CIIOPTCMEHA HAauMHAET a/larl-
TUPOBATLCSI K PETYISIPHBIM (DU3UIECKMM HarpysKaMm,
MMOSTOMY TPOBEICHUE HCCIEIOBAHUS TOJIBKO B TIOJIO-

JKEHWU JIeXKa MOXET ObITh HEJOCTATOUHBIM TS TTOJTHOM
OOBEKTUBHOI OLIEHKH 3JIEKTPOMU3NOIIOTMYECKUX TTapa-
MeTpoB B Muokapzae. KpoMe Toro, Hy>KHO yYUTBIBATh,
yTO MaHM(ecTaluss MHOTUX HapylIeHW pUTMa cepala
BO3MOXHa Ha (oHe ¢dusnueckoil Harpy3ku. B cBsizu
C 9TMUM MBI TIPOBEIM TTOBTOPHYIO OIIEHKY M3ydaeMbIX
rokaszareJieil mocje Tecta ¢ (hM3MIeCKOi Harpy3Koii.
YMepeHHbIe (DM3NUeCKUe HArpy3Ku TTPUBETN K peTH-
CTpaly KaK YMEePEHHBIX, TaK U BhIPaKEHHBIX Hapylle-
HUI 2JIEKTPOPU3NOTOTHIECKIUX MTPOIIECCOB B MUOKAp/IE.
CTaTUCTUUYECKN 3HAYMMBbIe TATOJOTUYECKHME 3HAuYCHMS
MPOLIECCOB AETIOSIPU3ALUM TTPABOTO XKEIYyI0UKa, IeTo-
JIApU3ALIMY U PETTOJISIPU3alli B MUOKap/Ie JIEBOTO XKelTy-
JIOYKa PETUCTPUPOBAINCH Y OacKeTOOIMCTOB. BhIpakeH-
Hble HapyIIEHHWST PeToiIpu3allui MUOKapAa TMpaBoro
JKeJTyIoYKa OTMEYaINCh y JeTeil, 3aHMMAIOIINUXCS eIy~
HobopcTBamu. HecMoTpst Ha To uTo (hyTOO TaKKE OTHO-
CHTCS K BBICOKOIMHAMUYECKUM BUAAM CIIOpPTa, TAKKX XKe
nokKazaTesieli, KaK y 0acKeTOOJIMCTOB, Mbl HE OTMETHJIU.
BeposTHO, 3TO CBSI3aHO ¢ TeM, YTO dTa rpyrIa mpeacTaB-
JIeHa TOJIbKO MajbunkaMu. OIHaKO JJIs TIOJTHOTO CpaB-
HEHUsI MEXIy TPyIIaMu HeoOXomrma olleHKa M IPYTUX
rokazareJjieit IUCIIepCUOHHOTO KapTUPOBAHMSI.

3aknovyeHue

Takum oOpa3oM, METON IUCIIEPCMOHHOTO KapTUPO-
BaHMS  BJIEKTPOKAPIMOTPaMMBbI  TTOKa3aJl  KIMHUYECKU
3HAYMMBbIE PE3YJIbTAThl B BBISIBIEHUM HapylIeHUN 3JIeK-
TPODU3NOIOTMYECKUX TIPOIIECCOB B MHUOKAapIe MPaBoOro
U JIEBOTO KEJYIOYKOB y JETeH-CITOPTCMEHOB IO CpaBHE-
HMIO C JIeTbMU, HE 3aHUMarolmMucs crioptoM. Ocoboro
BHUMaHMS TpeOyeT MUOKapIL JIEBOTO XKeJIyJao4yKa y JeTei,
3aHUMAIOIINXCST BHICOKOAMHAMWYIECKUMU BUIAMU CITOPTA,
a UMeHHO, 0acKeTOO0JIOM, TaK KaK B 3TOI TPYIIIIe CIIOpP-
TUBHOM TIOATOTOBKHU BBISIBJICHBI CTATUCTUYECKU 3HAYM-
MBble BhIpaKeHHbIE HApYIICHUS AeTOSIPU3aUN U PETTo-
JIIpU3ALINAMN.
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CucremHas KpacHasi BOTYAHKA — MMMYHONIATOJIOTHYECKOe 3200/1eBaHNe, XapaKTepu3yloleecs TsxKe/IbIM NPorHo3oM. buonornye-
CKasi Tepanusi NO3BOJIsieT YMEHbIIUTh TOKCHYHOCTh KOPTHKOCTEPOUIOB M HAZIEIKHO KOHTPOJIMPOBATDH TedeHHe 3200/ 1eBaHus.

Heab uccnenosanusi. Ouenka apdekTuBHOCTH U 6€30MACHOCTH TEPANMU PUTYKCUMAOOM Y IeTeili C CHCTEMHOi KPACHOI BOJIYAHKOIA.
Marepuansl 1 MeToIbl. B peTpocnekTHBHOE HCClleJOBaHNe BKIIOUEHbI JaHHbIe 0 48 NalieHTax ¢ CUCTEMHOi KPACHOH BOJYAHKOM,
MOJMYYaBIIMX TEPANUI0 PUTyKcuMaboM. JInarHo3 cHCTeMHOIi KPACHOi BOTYAHKU ObLT YCTAHOBJIEH HA OCHOBAHMH KiIaccH(HMKALM-
onnbix KputepueB SLICC. ¥ nauueHToB OleHUBAIM CTATYC 00JI€3HU HCXOTHO, HA MOMEHT HA3HAYEHUS] PUTYKCMMA0a U 3aTeM exe-
roaHo. Purykcumad Ha3HAya M B CBSI3M C HAJIMYMEM BOJTYaHOYHOro Hedpura, nopaxkenus [ITHC, cucrembl KpoBH, HEKOHTPOJIMPY-
eMBbIX CTAH/IAPTHOIi Tepanueii, a TAKXKe B CJIy4ae BbIPAKEHHOI KOPTHKOCTEPOUIHO TOKCHYHOCTH.

Pe3ynbratel. Ha ¢one Tepamum puTykcHMa0oM OTMEUEHO 3HAUMTENbHOE CHIDKeHHe mHAekca akTuBHOCTH SELENA—SLEDAIL
BrisiBeHbI cylecTBeHHOE CHIDKEHHE YPOBHSA aHTHTe K ABycnupaiabHoii JTHK, nopmanusanusa yposus remorioduna, COD, kom-
iementa C4. YMeHpIIMIach 1051 NAUMEHTOB € HUTONEHUSMH; MX MOJHOE OTCYTCTBHE OTMEYEHO Y NMALMEHTOB, MOJYYAIOMMX
Tepanuio B TedeHue 3 jer. Yncsao nanmMeHToB ¢ AKTHBHBIM BOJTYAHOYHBIM HehpUTOM yMEHBIIMIIOCH ¢ 16 HA MOMEHT Hayaja mpuve-
HeHus putykcumaoa o 1 yepe3s 3 roga tepanuu. OTMeyeHa cylmecTBeHHAS] JMHAMUKA NPOTEMHYPUH M TeMATYPUH, 32 MCKJII0UEeHHEM
TaKoBoii y 1 manmenta. Cyro4ynasi 103a KOPTHKOCTEPOHIOB 0bLIa CHIKeHA HA 90% OT HCXOIHOI Y NAMEHTOB, MOTYyJABIINX TEPANHIO
B Tedenue 3 jeT. Cpeau KIMHMYECKH 3HAYMMBIX HEXKeJATENbHBIX ABIEHHIl ObLIH 3 JeTANBHBIX MCXO0/1A Y MALMEHTOB € BHICOKOAK-
THUBHBIM T€Y€HHEM CHCTEMHOI KPACHO# BOMAHKHM C HEKOHTPOIMPYEMbIM CHHIPOMOM aKTHBALMU MAaKpPO(aros, acCOUUMPOBAHHBIM
¢ nadexmusamu. Kpome toro, pukcuposanucs pa3imynbie HHGEKIMOHHbIE OCIOKHEHHUS, TMIIOraMMAarI00y.IMHeMHs, TPeOOBaBIINE
3aMeCTUTEJIbHOI Tepanuy BHYTPUBEHHBIM HMMYHOTJIO0YTHHOM.

3akmovenne. PuTyKcnMad MoXKeT paccMATPUBATHCS KAK BADHAHT TePANMM IS JIeYEHHS TSKENbIX (hOpM CHCTEMHO# KpPacHOI
BOJTYAHKHM, PE3HCTEHTHbIX K CTaHAApTHOH Tepamuu. TpeOyioTcs najbHeiilide MCCAeAOBAHUA LIS OLEHKH 3ddeKTuBHOCTH
1 6e30MacHOCTH.

Karoueswte caosa: demu, cucmemnas Kpacnas eonvamnka, B-kaemku, pumykcumao, 60a14anounblil Heghpum.

Ansa untnpoBanus: KanawHvkosa 3.M., Payros P.K., Jllo6umoBa H.A., KysnHckas E.M., Macanosa B.B., Yicynosa E.A., lavigap E.B., Jy6ko M.@®.,
CHervpesa J1.C., CopokuHa J1.C., KopHuiuvHa T.J1., KaHesa M.A., Yukoa U.A., Jlnxaqesa T.C., Konobosa O./1., KanawHukosa O.B., YacHbik B.T.,
Koctuk M.M. OnbIT npumeHeHvsi putykcumaba y nalumeHTOB C FOBEHWIbHOV CUCTEMHOW KPaCHOV BOTHaHKOM: MpeaBapuUTesibHbIe Pe3ysbTarhl ABY-
LIEHTPOBOIro KOropTHOro nccienoBaHvsi. Poc BecTH nepuHaros n neauarp 2023; 68:(1): 74-84. DOI: 10.21508/1027-4065-2023-68-1-74-84

IOBCHI/U‘[LHaSI cCUCTeMHasl KpacHasl BOJYyaHKa —
HauboJjiee yacTo BcCTpevarolieecss 3abosieBa-
HUE COeIMHUTENIbHOW TKaHUW y aeTeil muaniie 18 yer,
XapaKTepu3ylollleecs: MyJbTHOPTaHHBIM BOBJIEUEHUEM
u TsoKeabiM mporHo3om [1]. Tlo maHHBIM 3MUAEMUO-
JIOTUYECKUX WCCIeNOBaHUI, MWK 3a00J1€eBaeMOCTU
MPUXOAUTCS Ha Bo3pacT 14—25 neT, Mpu 3TOM MOJAbeM
3a00J1eBa€MOCT CUCTEMHOI KpacHOW BOJIYAaHKOM

B JETCKOM BO3pacTe OTMeYaeTcsl y>XKe HauuMHasi C BO3-
pacta 8—9 nmer [2]. CuctemHas KpacHas BOJIYaHKa,
neOTUpOBaBIIas y MOAPOCTKOB M MOJIOABIX B3pPOC-
JIBIX, XapakKTepusyeTcsl 0Oojiee aKTUBHBIM TeUeHUEM
c OoJsiee TSKENIBIM TOPaXXeHUEM pPa3IMYHbIX OPraHOB
U CUCTEM II0 CPaBHEHMIO C TAaKOBBIMU Y B3POCJBIX
nanueHToB [1—3]. TskecTb MOpaXeHUs y MOJIOIBIX
nalyMeHToB oOycjoBjieHa 0oJjiee BBICOKOW 4YacTOTOM
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Kanawnuxosa 5. M. u coagm. ONBIT IPUMEHEHHMS] PUTYKCHMa0a y TAIMEHTOB C IOBEHIIbHOM CUCTEMHOI KPACHOI BOJTYAHKOI: TIPEIBAPUTEIIbHBIE. .

Systemic lupus erythematosus is an immunopathological disease which is characterized by a poor prognosis. Biologics applied
in the disease treatment allow reducing the corticosteroid toxicity and controlling the disease.

Purpose. To evaluate the efficacy and safety of rituximab therapy in children with systemic lupus erythematosus.

Material and methods. The retrospective study included data of 48 patients with systemic lupus erythematosus treated with rituximab.
Systemic lupus erythematosus was diagnosed based on the SLICC classification criteria. Patients were assessed at baseline disease
status, at the time of rituximab initiation and follow-up. The indications for the rituximab were: lupus nephritis, CNS involvement,
and hematological involvement resistant to the standard therapy, and in cases of severe corticosteroid toxicity.

Results. During rituximab therapy the significant decrease of the SELENA—SLEDAI activity index was observed. There was a sig-
nificant decrease of the level of antibodies against dsDNA, normalization of the levels of hemoglobin, ESR, complement C4. The pro-
portion of patients with cytopenia decreased up to their complete absence in patients receiving therapy for three years. The number
of patients with active lupus nephritis decreased from 16 at the time of rituximab initiation to 1 after 3 years of therapy. Significant
dynamics of proteinuria and hematuria was noted, except for 1 patient. The daily dose of corticosteroids was reduced by 90% from
baseline in patients treated for 3 years. Serious adverse events included three deaths in patients with high systemic lupus erythe-
matosus activity with uncontrolled macrophage activation syndrome associated with infections. Various infectious complications,
hypogammaglobulinemia, which required replacement therapy with intravenous immunoglobulin, were also recorded.

Conclusion. Rituximab can be considered as an option for the treatment of severe forms of systemic lupus erythematosus which are
resistant to standard therapy. Further studies are required to evaluate efficacy and safety.

Key words: children, systemic lupus erythematosus, B-cells, rituximab, lupus nephritis.

For citation: Kalashnikova E.M., Raupov R.K., Lyubimova N.A., Kuchinskaya E.M., Masalova V.V., Isupova E.A., Gaidar E.V., Dubko M.F.,
Snegireva L.S., Sorokina L.S., Kornishina T.L., Kaneva M.A., Chikova I.A., Lihacheva T.S., Kolobova O.L., Kalashnikova O.V., Chasnyk V.G.,
Kostik M.M. The experience of rituximab therapy in patients with juvenile systemic lupus erythematosus: the preliminary results of two-center

cohort study. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 75-84 (in Russ.). DOI: 10.21508/1027-4065-2023-68-1-75-84

MopaxkeHusI TToYeK U LEeHTPATbHONW HEPBHON CUCTEMBbI
(IIHC), a Takxe cucTteMbl KpoBeTBOpeHUs [3, 4].
DTronornyeckre (pakTopbl CUCTEMHON KpacHOM BOJI-
YyaHKM W TIaToreHe3 3a0o0JieBaHMSI M3Y4aroTcs 0 HACTO-
stiiero BpeMeHU. Cpenu TPUYMH BBIICSIIOT OCHOBHBIE:
TeHETUYECKYI0 TPeNpacrioioKeHHOCTh, TOPMOHATbHBIC
MPUYMHBI, pa3IuyHble (DaKTOPbl OKPYXKAIOIIEH Cpembl
u wHbekmu [5, 6]. B matoreHese cHUCTeMHOR KpacHOM
BOJTYAHKM WTPAIOT pOJib, KaK ayTOBOCIAJIUTEIbHBIE (pa3-

BUTHE CUCTEMHOTO BaCKYJIMTA 32 CUYET LIMTOKMH3aBUCUMOTO
TMOBPEXKICHUS SHIOTENNS, TUIIEPIPOLYKIIMS MHTEp(hepoHa
I Tuma), Tak ¥ ayToMMMyHHBbIE (HapylleHUe WUMMYHOJIO-
TMYECKOI TOJEPAaHTHOCTU K COOCTBEHHBIM aHTUTEHaM)
MeXaHU3MBI. DTO TIPOSIBJISIETCSl B BUE TUITEPIPOLYKIINN
u runepyHKImy B-mumdormTos, BhipabaThIBaOIIMX pa3-
HOOOpPa3HbIe ayTOAHTHTENIa B OOJIBIIIOM KOJTMYeCTBe [6, 7].
Cpeny TMOAXOAOB K Tepanuy IOBEHWJIBHON CUCTEM-
HOI KpacHO BOJYaHKHU OIWH MX OCHOBHBIX — TIpUMeE-
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HEHUE TIIOKOKOpPTHUKOocTepounoB [2, 4]. TokcuyHOCTH
KOPTUKOCTEPOUJIOB U HEOOXOIMMOCTh WX UTUTEIHHOTO
WCTIOIb30BaHUST OOYCIOBIMBAIOT HEOOXOAMMOCTH TPU-
MEHEeHUsl cTepoujacOeperarolieil Teparnuu, TO3BOJSIO-
el HajgeXXHO KOHTPOJIMPOBATh 3a00jeBaHUE U MUHM-
MUW3UPOBATh TOKCUYHOCTH KOPTHUKOCTepoumoB [3, §].
B Hacrosiiiee BpemMst JOCTUTHYT KOHCEHCYC 10 JIeYEHUIO
BOJJYAHOYHOTO HedpuTa y nereii, B KOTOPOM TPOIMCaHbI
CXeMbl CHUXXEHUSI WHTEHCUBHOCTU KOPTHUKOCTEPOU]I-
Hoii Teparmu [9]. Hecmotps Ha pekomenmaunu EULAR
(EBpomneiickasi aHTUpeBMaTUyecKasi Jura) Mo MUHU-
MU3allUM WHTEHCUBHOCTU KOPTUKOCTEPOUIHON Tepa-
MU, CTAHIAPTU30BaHHBIX PEKOMEHIALMI 1O TeMraM
CHUXEHUS Y OTMEHBI TJIIOKOKOPTUKOCTEPOUIOB, KPOME
BOJIYAaHOYHOTO HedpuTa, He pa3paboTaHO, OCOOECHHO
B ieauatpuu [2, 10]. CtaHpapTHasi Tepanus IMTOCTaTU-
YeCcKUMU MpernapaTaMu (TaKMMM KaK a3aTUOMPUH, TIpe-
nmapatbl MUKO(EHOJIOBO KMCJIOTHI, LMKIohochaMu
U Jp.) COMPOBOXIAETCSI pa3IMYHBIMU HeXeJlaTeJTbHbIMU
SIBJICHUSIMU B BUJIE BIMSTHUSI HA TEMOTI033, TOKCUYECKOTO
BJIUSIHUSI HA TIeYeHb M TOYKM, TOBBIIIEHHOTO pHCKa
Oecrionusi 1 OTCPOYEHHOTO PUCKA PA3BUTHS 3JI0Kave-
CTBEHHBIX HOBOOOPA30BaHWi1 Y B3POCIBIX, MPEBbIIIAI0-
1IEero MOMyJIsIMOHHbIN [2, 4, 11]. [IpumeHeHUe TeHHO-
WHXXEHEPHON OMOJIOTMYECKON Teparuu B peBMaTOJIOTUHN
MO3BOJIMJIO CYIIECTBEHHO MOAUMUIIMPOBATh TEUCHHUE
M UCXOAbl MHOTUX PEBMAaTUUYECKUX 3a00JeBaHUI, TaKUX
KaK peBMaTOUIHbBIN apTPUT, aHKMUJTO3UPYIOIINI CITOHIN -
JIUT, TICOPUATUYECKUI apTPUT, IOBEHWIbHBII UIMOTIATH-
yeckuit aptput, AHILIA-accoimnpoBaHble BacKyJUTHI,
Hecnieumdunaeckuit aoproaprepunt [3, 11]. Jnsa nede-
HUSI CUCTEMHOIM KpacHOW BOJMYaHKW Yy JETE B HACTO-
siee BpeMsl MCTOJIB3YIOT 1Ba OMOJOTMYECKUX Tpera-
para: putykcuMab n 6enmumymab. bearnumymab paspenieH
y B3POCJIBIX UM JIETeH cTapiie 5 JIeT U MOXKET MCIOJIb30-
BaThCsl Y OOJIbHBIX CUCTEMHOM KpacHOM BOJTYaHKOM cpei-
Hel CTeNeHU TSKECTH, OJIHAKO 3TOT Tperapar He Tpea-
CTaBJISIETCSI BO3MOXKHBIM MCITOJIb30BaTh Yy TMAallMEHTOB
C BBICOKOAKTUBHOI (DOPMOI1 CUCTEMHOI KpacHOM BOJI-
yaHku [8, 12]. benrumyma0 ckopee BBITIONHSIET (PYHKIIMNA
crepouzicOeperaroiiero areHTa B ciiydassx TOpMOHO3aBU-
CUMBIX BapuMaHTOB TE€YEHUsI CUCTEMHOU KpacHON BOJ-
YaHKU WIN TTOJIepKaHUsI paHee TOCTUTHYTON peMUCCHH,
0COOEHHO B CBETE CTpaTernu «0e3KOPTUKOCTEPOUTHOM»
Teparnuyu CUCTEeMHOM KpacHo# BosiyaHku [8]. Purykcu-
Mab UCITOJB3YETCS IS JICUEHUST TSKEBIX, YTPOXKAKOIINX
KU3HU (hOpPM, OTHAKO OH HE UMeeT O(PUIIMATbHOTO OJ10-
OpeHMsI TI0 TOKa3aHUI0 CUCTEMHON KpacHOM BOJYAHKU
KakK BO B3pOCJIOH, TaK U B MeIMATPUIECKON MpaKTUKaX.
Putykcumab mpencraisier co0Oil XMMEpHOE MOHO-
KJIOHaJIbHOE aHTUTeI0 Mblin/J9enoBeka IgG1-k, obnama-
folee CpoiaCTBOM K IToBepxHOCTHBIM CD-20 anTureHam
B-nmuMdornmToB, TeM cambiM BO3IEHCTBYIOIEE HAa OTHO
13 KJIIOYEBBIX 3BEHBEB MaToreHesa BoydyaHku [6, 13, 14].
OTOT MOBEPXHOCTHBIN AaHTUTEH UMEETCS] MCKIIOUUTEHHO
Ha 3pesbix B-nmuMdormTax, a Takke Ha UX IpeIecTBeHHU -
KaX, HO OTCYTCTBYET Ha TeMOTO3TUYECKMX U Tula3MaThye-

OPUINMHAJIbBHbBIE CTATbU

ckux kietkax [ 13]. «MplimHbIe» (hparMeHThI pUTYyKCMMada
cBa3bIBaIoTCs ¢ perenTopamu CD-20, a «dgeoBedeckre» —
¢ Fc-penenropammn Ha 3pdekTOpHBIX KileTKaX. B pesyib-
TaTe B3aUMONCHCTBUSI pUTyKcuMaba ¢ B-ymmdornramm
TMPOUCXOIUT WX TUOEJb ¢ TTIOMOIIBIO PA3IMYHBIX MEXaHU3-
MOB. aHTUTEJIO3aBUCUMOI KJIETOUYHOW IIMTOTOKCUYHO-
CTH, KOMIUIEMEHT3aBMCHUMOTO JI3rca u amonTo3a [7, 13].
Putykcrmab BBI3BIBaeT MCTOLIEHHWE Mysia B-kieTok, mpe-
MSITCTBYS JaJIbHEIIIeMy 00pa30BaHUIO TUIA3MATUYECKUX
KJIETOK, BBIPAOOTKM ayTOAHTUTEN U MEXKIIETOUHOI KOOTIe-
paruu ¢ yyactueM B-mumdormTos [1]. Putykcumab pac-
CMaTpUBaeTCsl Kak OMIIMSI B CIydasx CUCTEMHOIN KpacHOM
BOJTYAHKM BBICOKOW CTETEeHU aKTMBHOCTU C TMOpakKeHUEeM
novek, LTHC, cucrembl KpoBu B citydae Hed(pHEKTUBHO-
CTU CTAHIAPTHON Teparuu, OJHAKO TTO3ULIMUSI TIPUMEHE-
HUSI pUTYKCMMaba B KauecTBE CTApTOBOM Tepariiu B KOM-
OMHALIMM C KOPTUKOCTEpOMIAMU W HEOMOJOTMYEeCKUMU
00J1e3Hb-MOIU(PULIUPYIOITMUMUA  TIPOTUBOPEBMATUUYECKUMU
npernapataMyd OCTaeTCsl OTKPBITONM M TpedyeT OOJIbIIero
yyciaa AokazatesbecTB 3(h(MeKTUBHOCTU U 0€301acHOCTH
|4, 5, 8, 11, 12, 15—17]. HecmoTpst Ha M3BEeCTHYIO KIIMHU-
yeckylo 3¢ @eKTUBHOCTh Tpernapara, HECKOJIbBKO pPeTpo-
CIEKTUBHBIX CPaBHUTENIbHBIX MCCICIOBAHUI HE BBISIBUIN
MPENMYIIECTB PUTYKCHMMaba IO CPaBHEHMIO C TpaIuIiv-
OHHOW Teparnueil HeOMOJIOTMYECKUMU 00JIe3Hb-MOIU(MU-
LMPYIOIIUMHU  TIPOTUBOPEBMATUYECKUMU  TIperapaTamu,
a TIPOCTIEKTUBHBIX T11a11e00-KOHTPOJMPYEMbIX MCCIIENOBa-
HUIA CO CTaHAApTU30BAaHHOI HEOMOJIOTMYECKON Teparmeid
00J1e3Hb-MOIU(PUIIUPYIOITMMUA  TIPOTUBOPEBMATUUYECKUMU
npenapataMu He TiposeneHo [11, 12, 18].

Iean uccienoBanms: orieHKa 3 GHEeKTUBHOCTU U 6€30-
MacCHOCTU Teparuu pUTYKCUMAOOM Y JIeTeil C CUCTeMHOM
KpPacCHOM BOTYAHKOM.

XapaktepucTtuka petei U MeToabl UCCNeaoBaHUS

B perpocriekTiBHOE IBYIIEHTPOBOE KOTOPTHOE UCCIe-
JMOBaHWE ObLIM BKJIIOUYEHBI TaHHbIE M3 UCTOPWiA O0Je3HU
48 TIaIeHTOoB, TIPOXOAMBIINMX JIeUeHe Ha 0a3e KIIMHUK
®T'BOY BO CIIGITIMY u HMUII um. B.A. Anmma3oBa
¢ 2009 o 2021 r. [ImarHo3 cMCTEMHOI KpacHOI BOJTYaHKHU
y TauMeHToB MJianiie 18 jer Obul yCTaHOBJIEH COTJIACHO
kputepusim SLICC (Systemic Lupus International Collab-
orating Clinics) 2012 r. (Ta6a. 1). Bce netu, BKItOYeHHbBIE
B UCCJIeIOBaHUE, TIOTYUYUSIA XOTSI Obl OIHY 103y PUTYKCH-
maba 10 HacTyIuieHusi coBepieHHosetus. Mccnenosa-
HUEe ObUIO OrpaHMYEHO BPEMEHEM OT J1e0I0Ta CMCTEMHOI
KpacHOI BOJIYAHKM J0 JAHHBIX O MOCJEAHEM JTOCTYITHOM
BU3UTE B KIIMHUKY, MaKCUMAaJIbHO TTPUOIVKEHHBIM K BO3-
pacty 18 nert.

IlokazannsiMu K Ha3HAYEHUIO PUTYKCMMaba ObLIN
cinenyromue: 1) BBICOKOAKTUBHOE TEUEHUE CHUCTEeM-
HOW KpacHO# BoJlYaHKM C TopaxkeHueM moyek u [IHC,
B TOM 4YHCJIE PE3UCTEHTHOE K TIPOBOAMMON Teparuu;
2) HanuuMe pPeUMAMBUPYIONIETO TEYEHUSI ayTOMMMYH-
HOW TeMOJIMTUYECKON aHEMUW WU TPOMOOIUTOIIEHUHU,
TpeOYIOIIMX TPUMEHEHUS] MOBTOPHBIX 103 TJIOKOKOPTH -
KOCTEPOUIOB, 3aMECTUTEJIbHON Tepanuu (reMoTpaHCcdy-
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Kanawnuxosa 5. M. u coaem. OrnbIT IpUMEHEHNS PUTYKCHMA0a y MALMEHTOB C FOBEHMIBHOM CHCTEMHOI KPACHOM BOJIYAHKOIA: TIPeIBAPHTEIbHbIE. .

3usl, TpaHchy3usi TPOMOOLIMTOB); 3) HAJIMUKME MPU3HAKOB
KOPTUKOCTEPOUTHON TOKCUIHOCTH ITPU HEBO3MOXKXHOCTH
CHUXEHUSI 103bI TJIIOKOKOPTUKOCTEpOUaIoB 10 10 Mr/cyt
wim 0,2 MI/Kr/CyT, B 3aBUCUMOCTH OT TOTO, YTO MEHBIIIE.
Pemrenne o HasHayeHMM PUTYKCMMaba TPUHMMAIOCH
KOHCUJTMYMOM Bpaveil, UMEIOIINUX OIBIT PabOThI B PEeB-
Marojioruu He MeHee 20 JieT, M ObUIO 3aJ0KyMEHTH-
pOBaHO B BHUJE 3aKJIOYEHUs BpaueOHON KOMMUCCUH,
comtacHo cratbe 48 MenepanbHoro 3akoHa «O6 0CHOBax
OoXpaHbl 3M0pOBbs TpaxnaH B Poccuiickoit Menepanm»
ot 21.11.2011 N 323-®3 [19]. 3akoHHBIE MPEACTABUTENN
ManyeHTa, a Takke camMuy TalMeHThl B Bo3pacte 15 jer
MU cTaplilie TOANUCHIBAIN OTAEIbHOE WH(MOPMUPOBAaH-
HOe corylacue Ha MpuMeHeHue puTykcumaba. [1pemapar
HasHayaJdu B no3e 375 Mr/M’ exeHenejabHO, He 0oiee
500 mr Ha ogHY MHDY3UIO (2—4 MHDY3UN) C TOBTOPHBIMU
KypcamMu Kaxzable 6—12 Mec B 3aBUCHMOCTHU OT CTETICHU
AKTUBHOCTHU 3a00JIeBaHUSI, BRIPAXKEHHOCTH B-KIleTOUHOI
NeTuIelliM, YPOBHS TUIIOMMMYHor1o0yanHemMuu IgG.
CocTostHUE TIAlIMEHTOB OICHUBAIM B CJEIYIONINE
BpeMEHHbIE MHTEpBaJbl: 1) ne00T CUCTEeMHON KpacHOM
BOJTUAHKM; 2) Tepea TepBbIM Ha3HAUYeHUEM PUTYKCHU-
Maba; 3) eXeromHo Iocjie TMEPBOrO BBEACHUSI PUTYK-
cuMaba. B kaxmoil BpeMeHHOI Touyke OO0CeIOBaHMS
OLICHUBAJIM  CJIEAYIOIIME TIOKa3aTeu: KIMHUYECKHe
u nabopaTopHble JaHHbIE, WHIEKC aKTMBHOCTU 3a00-
JIeBaHUSI, CYTOUHasi J03a TJIFOKOKOPTUKOCTEPOUIOB.
HaGnonenue npekpaiaiy B cayvasix CMEpTH MalyeHTa

J0O0 B CBSI3M C TIEPEX00M IalleHTa BO B3POCIIYIO CETh,
CMEHOW MEIMIIMHCKOTO YYPEeXIEHUs WIM TIpeKpale-
HUS Tepanii pUTYKCUMaOOM TIPU TOCTHKEHUU CTOMKOM
pPEMUCCUN, HEXEJIAaHUM TTPOIOJIKATh TePanio, pa3BUTUN
HeXeJIaTeTbHBIX SIBJICHUIA.

Cpenn nmabopaTOpPHBIX JAHHBIX OLIEHWBAJIM KJIETOY-
HBII COCTaB KPOBM: YMCJIO JIEWKOIIMTOB, TPOMOOIIUTOB,
ypoBHIU TremoriobomHa, COBD, C-peakTuBHOTro OejKa,
dpakuuit C3 m C4 kKoMIUIeMEHTa; aHTUHYKJIeapHOTO
(dakTopa, anturen Kk HIHK, IgG, cyOnonynsiiimoHHBIN
cocTtaB JUMQOIIMTOB; y TAIMEHTOB C BOJYaHOYHBIM
HedpuTOM OIIeHUBAIM CTeleHb TpoTeuHypuu. Kiacc
BOJJYAHOYHOTO HedpuTa yCcTaHaBJIMBaIW IO pe3ysabTa-
TaM He(poOMOTICUU B COOTBETCTBUU C KJlacCUdUKalei
JIoryc-HedpuTa, mpeAacTaBIeHHOM B Ta0I. 2.

WMHaeke akTUBHOCTH CUCTEMHOM KpaCHOW BOTYAHKU
paccuutbiBanu 1o mkaine SELENA—SLEDAI, no3Bodsi-
IOIIEH BBIAICNISITE CJIEAYIONIME CTETIEHU aKTUBHOCTH 3200~
JneBaHwms [21]:

(00 — HeT aKTUBHOCTH;

1—56 — MuHUMAabHAsI aKTUBHOCTb;

6—100 — cpeaHsIst aKTUBHOCTD;

11—196 — BbICOKast aKTUBHOCTb;

>200 — o4YeHb BbICOKAsI aKTUBHOCTb.

YuuteiBau BCe NOCTYMHBIE ISl aHAJIU3a HexXesa-
TeJbHBIE SBICHUS BO BpeMsI Tepalu PUTYKCUMaOOM,
cpeay KOTOphIX HaubOoJjiee 3HAYMMBIMU OBbUIM Clydyau
JIeTaJlbHOTO ~ ucxofa, WHGEKIMOHHbIe 3a0oJeBaHuUs

Ta6auya 1. Kpurepuu Systemic Lupus International Collaborating Clinics 2012 r.
Table 1. Systemic Lupus International Collaborating Clinics criteria 2012 r.

Knunnueckne Kpurepun:

1. OcTtpoe, aKTUBHOE MOpakeHUe KOXU

2. XpoHHnYecKast KoxHasi BOJTYaHKa

S13BBI CIMBUCTHIX 000J104YEK (B OTCYTCTBUE APYTUX MPUYMH JIJIsI MX 0Opa30BaHUs)

4 Hepyo61ioBas anonenust (auddy3Hoe MCTOHYEHKE BOJIOC WU MOBBIIIEHHAs XPYIKOCTh BOJIOC ¢ BUAMMBIMU

00JIOMaHHBIMM yYacTKaMU)

5 ApTpUT (CUHOBUT C YYacCTHEM 2 CYyCTaBOB UJIM OoJiee, XapaKTepusylolleecsi OTeKOM 1 BbinmotoMm UJITA
00JIE3HEHHOCTh 2 CYCTaBOB WM 0oJiee ¥ yTPEHHSISI CKOBAHHOCTD IT0 KpaliHeit mepe 30 MuH)

Cepo3ut
[MopaxeHue moyex

Heiliponcuxuyeckue rmopaxkeHus

Aol 2 Il ©°

I'emonuTuueckass aHeMust

10.  Jleiikonenus (<4,0 -10°/1 mo KpaiiHeit Mepe O1H pas)
11.  TpomoorutoneHus (<100 -10°/1 Mo KpaiiHet Mepe OIMH pa3)
MmMMyHoOIOTMYeCK1e KpUTEPUU:
1.  ANA BblillIe ypOBHS JuUara3oHa pedepeHc-aadopaTopuun
Anti-dsDNA BrbillIe ypoBHs Auarna3oHa pedepeHc-nadopaTopun (Uan >2-KpaTHOro yBeanueHus: metogom ELISA)
Anti-Sm HajnMuue aHTUTEN K SIIePHOMY aHTUTEHY Sm
AnTudochoMIMIHbBIE aHTUTETA

Hwuskuit ypoBeHb KOMIUTEMEHTA

S8 ' B > B

TTonoxuTenbHas peakuuAa KyM6ca B OTCYTCTBUE T€MOJIMTUYECKOM aHEMUU
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OPUIrNHAJIbHBIE C

b

U TeMaTOJIOTMYECKHEe OTKJIOHEHUs. DTUYecKas dKCIep-
TH3a: WCCIeNTOBaHNEe OMOOPEHO 3TUYECKUM KOMUTETOM
®T'BOY BO CIT6I'TIMY (Ne 1/3 ot 11.01.2021 1.).
Cmamucmuveckuii ananu3. Pa3mep BBIOOpPKU TIpend-
BapUTEIbHO HE PACCYMTBHIBAIA. AHAIU3 TTOJYYEHHBIX
JIAHHBIX BBITIOJTHEH C MPUMEHEHWEM TaKeTa CTaTUCTUIe-
ckux mporpamm Statistica v. 10.0 (StatSoft Inc., CIIIA).
Jlo Havyaia pacyeToB ObLIa TIPOBeJcHA OLIEHKAa KOJIndJe-
CTBEHHBIX TOKa3aTeJieil Ha COOTBETCTBME HOPMAaJbHOMY
pacripeieJIeHUo, I 3TOTO MCTOJb30Bald KPUTEPUiA
Koamoroposa—CmupHoBa. [lo pesynbratam mpoBepKu
Ha HOPMAaJbHOCTh pacripeleeHus MoKa3aHo, YTo JaH-
Hble B MCCJIEIOBAHUM HE MMEIOT HOPMAaJIbHOTO pacripe-
JIeIeHs, TI03TOMY B JaJIbHEWIIIEM UCITOTb30BAIN TOJIBKO
HemapaMeTpuiyecKre MeTOabl aHamm3a. OnrcaHne KO-
YECTBEHHBIX ITOKa3aTelieil BBIMOJHEHO C YyKa3aHHeM

Tabauya 2. Knaccudmkanus BoraaHouyHoro Hegpura [20]
Table 2. Classification of lupus nephritis

MenuaHbl M KBaptuieir Me [25-ii; 75-i1 mpoueHTUIn].
CpaBHeHME KOJIMYECTBEHHBIX TMOKa3aTeieil B 2 3aBUCH-
MBIX TPYyMIax MPOBOAWIN C TIOMOIIbIO MApHOTO KPUTeE-
pust BunkokcoHa, B 3 rpynmax u 6ojiee — C MOMOIIbIO
kputepuss Opuamana. Pe3ynbTaThl OLIEHKM KayeCTBEH-
HBIX IPU3HAKOB BBIPAXKEHBI B AOCOJIFOTHBIX UM CJIaX C YKa-
3aHueM noseit (%). CpaBHeHHe HOMUHAJIBHBIX JAaHHBIX
B 3aBUCHMMBbIX TPYTIIaX MPOBOAMUIN TPU MOMOIIU KPUTE-
puss Mak-Humapa. CtaTUCTMYECKUM 3HAYMMBIMU CUU-
Tajau pa3nuuus uiau sz mpu p<0,05.

Pe3ynbratbl

B npencrasienHoit rpymme u3 48 mamueHToB 36 (75%)
COCTaBJISIIOT JEeBOYKW. MenmaHa Bo3pacTa Ha MOMEHT
uccienoBanust mocrturaet 18 [16; 20] ner, MeauaHa BO3-
pacta Ha MOMEHT AeOtoTa 3aboneBanust — 13 [11,5; 15] ner.

Knace

Onmcanne

MUHUMAaTBHBIN Me3aHTUaTIbHBIN JIIOyC-HE(MPHUT.

Kimacc 1
MPYU UMMYHOMJTIOOPECLIEHIIUN

HOpMa.TIbHBIe TJIOMCPYJIbI ITPU CBETOONITUYECKON MUKPOCKOITMU, HO ME3aHTUAJIbHbIC UMMYHHBIC ICTTO3UThI

MesaHruaabHO-IIpor(epaTUBHBIN JIOIYC-HeMPUT
MeszaHruanbHas TUIIEPKIETOYHOCTh PA3JIMYHON CTETIEHU WM paclIMPEeHNEe MEe3aHTMaTbHOTO MaTprKca

Kimacc 11

Ipu CBETOOTNITUYECKON MUKPOCKOITMU, C ME3AHTUAJIbHBIMU UMMYHHBIMU NCITO3UTAMU.

HesHaunTebHO U30JIMPOBAHHBIE CYOIMUTENNATBHbBIE WK CYOSHI0OTEIMANBHBIE JETIO3UTHI, BUIUMBIE
MPU UMMYHOMITIOOPECIIEHTHOM MIIH 3JIEKTPOHHO! MUKPOCKOITHAN

DokaabHbI TIoyc-HEDPHUT.

AKTUBHBII UM HEAKTUBHBIN (DOKAJIbHBIN, CETMEHTAPHbIN WU MIOOAIBbHBIN 9HA0- UJIW SKCTPAKAWIISPHBIA
rioMepysioHepuT, mopaxaouuii MeHee 50% KiTyOOUKOB, ¢ (hOKAIbHBIMU CYO3HIOTEIUATbHBIMU ICTIO3M-

TaMU, C WU 0e3 Me3aHTMaJbHON ajlbTepaliy.
(A): akTUBHBIE U3MEHEHUS] — (HOKATbHO-MPOIUDEPATUBHBIN JIOMyC-HEDPUT.

Kiace 111

(A/C): ocTpble 1 XpOHUYECKUE UBMEHEHNST — (DOKATbHO-MPOIM(EPaTUBHBIN 1 CKIEPO3UPOBAHHBIM JTIOITYC-

Hedpur.

(C) XPOHHUYECKNE HEAKTUBHBIC UBMEHCHMSA C ITIOMEPYJIAPHBIM CKICEPO30OM — (I)OKaJTLHO—CKJTepON/IpOBaHHBIIL;I

JIonyc-Heput

HMuddysHbrii tomyc-Hedpur.

AKTUBHBII UM HEAKTUBHBIN TU(DY3HBINM, CerMEHTAPHbIN I IIOO0ATBHBIN HI0- WM SKCTPaKaIMILISP-
HBIIA TIIOMepyJIoHehpUT, mopaxkarommii 50% Kiry609KoB 1 6oJ1ee, ¢ TuddY3HBIMU CYyOIHI0TETMaTLHBIMUI
MMMYHHBIMU JICTIO3UTaMU, C WM 6€3 Me3aHTHAIbHOI abTepalui. DTOT KJIacc MporpeccupyeT B nuddy3-
HbIi cermeHTapHbii (IV-S0) monyc-Hedput, Korna 50% nopakeHHbIX KIyOOUKOB U 60Jiee UMEIOT CerMeH -
TapHbIe U3BMEHEHHUS, WU B TUddy3HbINA r1odanbHbli (1V-G) monyc-Hedput, kKorna 50% mopakeHHBIX
KITyOOUYKOB 1 00Jiee MMEIOT II0OaIbHbIC M3MeHeHUs. CerMEeHTapHbII JTI0ITyC-HEe(PUT OIpeIessieTcs Kak II0-
MepyJIIpHOE MopaxeHue ¢ BoBieueHrneM MeHee 50% Kiy0ouKoB. DTOT KjIacC BKIIIOYAET ciaydau ¢ nuddys-

Kiacc IV

HBIMU JICMTO3UTaMU, HO C HE3HAYMTEIbHOM Tpoindepalineit uiu 6e3 mposudepariu.

IV-S (A): akTuBHBIE M3MeHeHNsST — AUb(Y3HBIN CETMEHTAPHO-MPOIU(EePATUBHBIHN JTIOTyC-He(PPUT.
IV-G (A): akTuBHbBIC UBMeHEHUST — AU GbY3HBIN TI00aTbHO-MPOIMdEePaTUBHBIN JIOMyC-HEDPUT.
IV-S (A/C): akTMBHBIC U XpOHUYECKUE U3MeHEeHUsT — MU dY3HBIN CerMeHTapHO TPOThepaTUBHBINA

¥ CKJIEPO3VPOBAHHBIN JIIOITYC-HE(DPUT.

IV-S (C): xpoHnYeckre HeaKTUBHbIE NU3MEHEHUS CO CKIEPO30M — MMM dY3HbIN ¢ CETMEHTapHBIM CKJIEPO30M

JIIOITyC-He(PUT.

IV-G (C): xpoHnYecKre HeaKTUBHBIE U3MEHEHUS CO CKIEPO30M — AU(DY3HBIN IIT00aTbHO-CKIEPO3UPOBAH-

HBII JTroImyc-HehpuT

MeMOpaHO3HBII JIToMmyc-He(PUT.

['MmoGanbHbIe Wi CEIrMEHTapHLbIC Cy63HI/ITeJ'II/IaI[bHI>Ie WUMMYHHBIC OI€TIO3UTHI, BBIABIACMbBIC ITPU CBETOOIITUYEC-

Kimacc V

CKOI71, I/IMMYHOCl)I[IOOPSCHCHTHOfI, 3H€KTp0HHO[71 MUKPOCKOITUH, C NI 0e3 Me3aHTUaJIbHOTO TIOPaKCHUA.

Jlronyc-Hedput B KomOmHaimu ¢ usmeHenusimu 111 wim IV knacca.

Jlomyc-HebpUT ¢ TOTAIbHBIM CKJIEPO30M

Kiacc VI

ToTanbHO CKIIEPO3UPOBAHHBIM JIOIYC-HE(hPUT.
Boiee 90% riomepyir ¢ I100abHBIM CKIEPO30M
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BomuanouHblii Hedpur amarHoctupoBaH y 18 (37,5%)
naiueHToB, 13 KoTopeix y 9 umenuch III u IV xnaccw
JIIOTTyc-He(puTa MO ITaHHBIM TIPOBEIEHHON He(dpoOrom-
cun. Kpome toro, y 2 (11%) neteit uMenoch CTaTUCTUYECKU
3HAYMMOE TIOBBIIIEHNE YPOBHS KpeaTWHWHA TIPU TIEPBOM
Habmonenuu, y 3 (17%) naeteit oTMeuyasioch CHIDKEHUE CKO-
pocTu Kiry6oukoBoi (umbTparu u 2 (11%) 3 HUX mmoiy-
yajii Teparnuio, 3aMeniaollyo (GyHKIUIO MOoYeK, NTUaId-
3oM. [Topaxenue ITHC otMevanoch y 26 (52%) GONBHBIX.
CunmpoMm aktuBalmy MakpodaroB nmencs y 7 (14,6%).
IlompoOHast xapakTepuCTHMKa ITallMEHTOB HAa MOMEHT
nebroTa 3a00J1eBaHus TIPEeICTaBIcHa B TaoI. 3.

Junamuka arabopamopruix nokazameneil u Npo8oOUMOIL
gonosoii mepanuu. TlpakTnuecku Bce TMalueHThl (n=45;
93%) moJy4yanau repopajbHyI0 TOPMOHAJIBHYIO TEPaITUIO
Mocjie YCTAHOBJIEHWSI JMAarHO3a CHCTEMHOUW KpacHOM
BOTYaHKY, a Takke 37 (77%) OONBbHBIX — BHYTPUBEH-
HYIO MYJbC-TePANUIo0 METHITIPEIHU30JI0HOM B Pa30BOMA
nose 15—30 mr/kr B TeueHue 3 aHeit. OMHUM U3 OCHOB-
HBIX MpernapaToB 6a3UCHON Teparmuu IJIsl JIeYeHUS AeTei
C BBICOKOI aKTUBHOCTBIO CUCTEMHOM KpacHOI BOTYaHKU
ObLT IMKI0MOoCchaMuI, KOTOPHIN UCIIOIL30BaJICS Y IeTel

B MCCJIEAyeMOI TpyIe B BHIE TMyJIbC-TEpanviu B 103€
500—1000 mr/m? exxeMecsTaHO B TeueHne 6 mec. Ha done
Tepanuy LUKIopochaMUIOM HHM Y OIHOro pebeHKa
He OTMEYEeHO pa3BUTHE TeMOpPParndecKoro IMCTHTA,
MeCHa B KauyeCTBEe COITYyTCTBYIOIIEH Teparuy He Ha3Ha-
yajack. KpoMe Toro, B KauyecTBe CTaHIAPTHON Teparunu
MaIUEeHThl TTOydadu THAPOKCUXJIOPOXUH, MUKO(MEHO-
JIOBYIO KUCJIOTY, ITUKIIOCTIOPWH, IMKIodochamun, aza-
TUONIPUH U MeToTpekcaT. Ilpu passButum aHtudocho-
JIUTMTUIHOTO CUHApPOMA Yy NeTell B MCCemyeMOi Tpyrre
B KayecTBe AaHTUKOATYJISTHTHOW Teparnuu MPUMEHSITH
MperapaThl TPSMOTO (HU3KOMOJIEKYISIDHBIN TerapuH)
u HemnpsiMoro (BapdapuH, puBapokcabaH) aHTHUKOAry-
JITHTHOTO JEMCTBYS, a TaKKe MperapaThl GUOPUHOIUTH-
4yeckoro (TpoMOOBa3MM) M aHTUATPEraHTHOTO (aleTuI-
CaJIMLIMIIOBast KUCJIOTa) IeHCTBHUS.

Ha doHe cTanmapTHOI Teparmy 0TMeYaIoch 4YacTHY -
HO€ CHIXEHHWE aKTUBHOCTM CHUCTEMHON KpacHOI
posmuanku mo mkaine SELENA—SLEDAI B cpemHem
Ha 12,5% OT MCXOMHOTO, YMEHBIIEHNEe TUTpa aHTUHY-
kieapHoro ¢axkropa u ypoBHsa aHtuten k JHK. Dto
MO3BOJIMJIO CHU3WUTh CYTOUHYIO JI03y TIepPOpalbHBIX

Tabauya 3. XapakTepuCTHKA NAIMEHTOB HA MOMEHT Je0I0Ta 3200JIeBAHHS
Table 3. Characteristics of patients at the time of the disease’s onset

Kiunnyeckune nposiBaeHust Aéc. yncino (%)

JIaGopaTopHbie H3MEeHEeHHsT Abc. yncio (%)

[MopaxkeHne Koxu 42 (87,5)
IlopaxxeHue CIM3UCTBIX 18 (37,5)
Anonenus 6 (12,5)
ApTput 32 (66,7)
IIneBpur 14 (29,2)
Tlepukapaur 11 (22,9)
Ac1uT 11 (22,9)
Hedpur 18 (37,5)
MuoKapaur 7(14,6)
TTopaxenue [IHC 26 (54,2)
TTopaxkeHue rina3 5(10,4)
CruteHOMEeTaIus 8 (16,7)
T'emaTomeranus 14 (29,2)
JlumbaneHonatus 10 (20,8)
Bosneuenue KKT 4(8,3)

IlopaxeHue gerkux 8 (16,7)
CHHAPOM «CyXOTo Tj1a3a» 4(8,3)

Cunpupom Peitno 7 (14,6)
ITanpmapHas spuTeMa 48 (16,7)
Jluseno 9 (18,8)
JIuxopanka 25 (52,1)
Tpom603 5(10,4)
ADC 6 (12,5)
Muo3sur 5(10,4)

Antu- Sm/RNP antutena 9 (18,8)
AHTH-SSA aHTHTEA 13 (27,1)
AHTU-SSB aHTUTENAa 4(8,3)

AHTu-RiboP anTuTena 5(10,4)

AHTHTENa K HYKJIEOCOMaM 6(12,5)

AHTHTEJIA K TUCTOHAM 4(8,3)
PeBmarounHerit hakTop 9 (18,8)
AL 3(6,3)
AHTHUTENA K IMKONPOTEUIaM 11(22,9)
AHTHUTEA K KapAUOJIUITMHAM 12 (25,0)
l'[onomml?;;%z;[‘ peaxius 18 (37.5)
AHTUTENA K JISMKOLUTaM 4(8,3)
AHTHUTENA K SpUTPOLIUTAM 3(6,3)
AHTHUTEIA K TPOMOOLIMTAM 6 (12,5)
JIumdorneHus 12 (25)
Hedpobuomncus 11 (22,9)
Kitacc BomuaHouHoro HedpuTa
11 19,1
111 2 (18,2)
v 7 (63,6)
\% 1(9,1)
Camxenune CKD 3(17%)
IMporennypus 18 (37,5)
T'emarypust 19 (39,6)
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TJIIOKOKOPTUKOCTEpOnIoB Ha 25% ot ctaptoBoit. I1po-
TEUHYpUSI CHU3WJIACh HE3HAYUTEIbHO, HO B TpYIIIe
MAaIllUEHTOB C BOJMAHOYHBIM HE(MPUTOM TPOTEUHYPUS
yBeMuuaach Oojee yeM B 2 pasza, YKMCIIO TALMEHTOB
C aKTUBHBIM HedpUTOM yMeHbIIMIOCH ¢ 37,5 mo 33,3%.
CyliecTBeHHOM TWHAMUKW TeMaTypuu, YpOBHel (hpak-
muii C3 u C4 xoMIUIeMeHTa, KJIETOYHOI'O COCTaBa KPOBU
(nefikouuTOB, TpOoMOOLMTOB), TemornobuHa u COD
HE OTMEYEHO, OJTHAKO MOJIS AeTel ¢ TPOMOOLIMTOTIEHUE
yMEHbIIMIach NpakTuyecku B 2 pasa ¢ 35,4 no 18,8%.
OTCyTCTBUE BBIpAXKEHHOW TUHAMMWKH TOCTYXKIIO TTOBO-
JIOM IIJIsSI Ha3HaYeHUST PUTYKCrMaba GOJIBINMHCTBY Malln-
eHToB. Putykcumab HasHavyanyu Ha (oHe MPOBOAVMMOI
Tepanuy TI0 paHee oOnucaHHoW cxeme. HaGmoneHue
rocjie WHULIMAIUKA Teparmuyd PUTYKCMMAOOM COCTaBUJIO
ot 6 mec g0 6 net npu meauane 0,75 [0,2; 2,75] rona.
Y OGonbIIMHCTBA MALMEHTOB YAAJIOCh OTCIEIUTh TPeX-
JIETHUI TIEPUOJ, Tepamuy pUTyKCuMaboMm. MennaHa Bo3-
pacta Ha MOMEHT TTOCJIETHEro o0CaeMOBaHMS TOCTUTAIa
16,0 [14,0; 17,0]. Ananu3 3¢HeKTUBHOCTU PUTYKCHMMaba
MoKasajl, 4To Ha (OoHe ero TMPUMEHEHUs] JTOCTUTHYTO
BBIpAXXEHHOE CHUKEHWE MHIEKCAa aKTUBHOCTH CUCTEM-
Hoii kpacHol BomuaHnkn SELENA—SLEDALI yxe B niep-
BbIiA TOIl TEPATNIUHU, C MOCENYIOIIMM MPOIOJKEHUEM CHU-
SKEHMST MHAEeKca aKTUBHOCTU. OTMEUeHBI CyIleCTBEHHOE
CHUXKEHME YPOBHSI aHTUTeN K npycniupaibHoit JIHK,
HOpMayu3alysi ypoBHs1 remorioouHa, COD, Komruie-
MeHTa C4. YMeHbBIIUIACh OIS MallUeHTOB C IIUTOMEHU -
SIMU; WX TIOJJTHOE OTCYTCTBUE JAOCTUTHYTO Yy MAIlEHTOB,
MOJIyYaloIInX Tepanuio B TedeHue 3 ser. Yucao mamm-
€HTOB C aKTUBHBIM BOJYAHOUYHBIM HEMPUTOM yMEHbBb-
MUJIoCh ¢ 16 Ha MOMEHT WHMIIMALIMM PUTYKCHMMaba
mo 1 gepe3 3 roma tepanmu. OTMedeHa CyIIeCTBeHHas
MTWHAMUKA TTPOTEMHYPHUH U TeMaTypHH, 32 UCKITIOUeHUEM
TakoBO# y | mMmarmMeHTa, He WMEBIIEro CYIIECTBEHHOM
JTWHAMUKW TPOTeHUypHru. Y1ciio malreHToB ¢ aHTudoc-
(oMUMUIHBIM CUHAPOMOM YMEHBIIMIOCH ¢ 6 mo 0 yxXe
IOCJie TIEPBOTO BBeleHUsT puTyKcuMaba. B ¢Bs3u ¢ kim-
HUYECKW 3HAYMMBIM CHWXKEHUEM aKTMBHOCTH 3a0o0Jie-
BaHUS Ha (hOHE Teparuu PUTYKCUMAOOM Yymajioch CHU-
3UTh CYTOUHYIO 03y TJTIOKOKOPTUKOCTepoua0oB Ha 90%
ot ucxomHoii: ¢ 1,0 [0,6; 1,0] Mr/Kr/cyT Ha MOMEHT
ne6tota 3abosneBaHus go 0,1 [0,08; 0,1] mr/kr/cyr
y TMalMeHTOB, TOJYyYaBIIUX TEparuio B TeueHWe 3 JieT.
JlaHHBIe TI0O TUHAMUKE aKTUBHOCTH CUCTEMHOI KpacHOM
BOJTYAHKM 10 Havyaia v Ha (DOHe Teparuy pUTyKCMMaboM
MpeacTaBIeHbI B Ta0I. 4.

Hexcenramenvnole s6aenus u npogurakmuxka uxgpex-
yuil. 3a BpeMs Tepariuu JieTadbHbI MCX0/ 3aUKCUpo-
BaH y 3 MalMeHTOB OT MPOSBIECHU BHICOKOAKTUBHOTO
TEYEeHUsS] CUCTEMHOI KpacHOW BOJYAaHKU, HEKOHTPO-
JINPYEMOTO CUHAPOMA aKTMBAIIMM MaKpodaros, acco-
IIMMPOBAHHOTO C WHGMpEKUMUIMU. Y OJHOTO pebeHKa
pa3BUJICS TeHepaJu30BaHHBIM KaHAUAO03 4epe3 6 Mec
OT BBEIEHMSI PUTYKCHMaba, y BTOpPOTO pebeHKa —
WHBA3UBHBI  TUCCEMUHUPOBAHHBIA  acmeprusies
yepe3 | Hel OT IepBOTo BBEAEHUS pUTYKCHMaba, y Tpe-

OPUINMHAJIbBHbBIE CTATbU

TheTo pebeHKa — MHMEKIIMOHHEBIN TIPoliecC, 3aITyIleH-
HbIl BUpycom SARS-Cov2.

Cpenu HexenaTeJlbHBIX SIBJEHUN 3a(UKCUpPOBaHbI
CNIeYIOIINE CEPbe3HbIE OCIOXHEHUS: TIOCiie TIEePBOTO
Kypca puTykKcumaba y OJHOro MaiueHTa ObL1 IUarHo-
CTUPOBAH MEHUHTUT, BbI3BAHHbLIN Lysteria monocytogenis
(manbHeiIee JieyeHue pUTYKCMMaOOM y TaHHOTO Talu-
eHTa TIPOIOJIKUIIOCH Yepe3 8§ MecC TOCje BbI3IOPOBIICHUS
OT MEHUHTUTA, ObUIO TIPOBEACHO ellle 2 Kypca PUTYK-
cuMmaba 0e3 KIMHWUYECKM 3HAYMMbIX WHQEKIIMOHHBIX
ocnoxHeHuit). Kpome Toro, 3auMKCUpoBaHBI 3MU30.
orosichIBaoIero repreca (n=1), HOBOl KOpOHaBUPYC-
HOI MHGEKIMU MeXy 2-M U 3-M KypcaMmu, He TpeOOBaB-
1€ JiedeHus B cTalloHape (n=2); MHeBMOHUS (n=2),
cpenHuit otut (n=1), 6poHXUT (n=1), OCTEOMUENUT HAJI-
koneHHuka (n=1), herpes labialis (n=2), KOHbBIOHKTUBUT
(n=1), xansi3uoHbI BeK (n=2), a TakXXe OCTPOE PECIU-
paTopHOe 3a0ojieBaHUE, ITOTpeOOBaBIIee ITPUMEHEHUS
aHTuOaKTepuaabHOU Tepanuu (n=2).

W3 HenH(DEKIIMOHHBIX OCJOXKHEHUH Y OTHOTO MalleHTa
nocie 3-ro BBeIEGHUSI pUTYKCMMaba OTMEYeH TPaH3UTOP-
HbII arpaHyJI0LMTO3, MOTPEOOBABIINI TPUMEHEHHST KOJIO-
HUECTUMYJIMpPYIOIIEero (akTopa W He COMPOBOXIABIIUIACS
MHOEKIMOHHBIMU OCJIOXKHEHUSIMU. Tepanusi BHyTpUBEH-
HBIM UMMYHOTJIOOYJIMHOM TIPUMEHSsIIach Bcero y 15 maru-
eHtoB. M3 Hux 11 momyumnu Tepanuio BHYTPUBEHHBIM
nuMmyHoriooyamHoM B no3e 0,4—0,5 r/Kr ¢ npoduiakTu-
YeCKOM 1IeJIbI0 B pa3Hble CPOKM Ha (DOHE rurorammarsio-
oynmuHemuu 1ipu ypoBHe IgG <4,5 1/ 6e3 MH(PEKIIMOHHBIX
ocnoxHeHui. [TpumeHsach Takxke 3aMecTUTEIbHAs Tepa-
NSl BHYTPUBEHHBIM WMMYHOIJIOOYJIMHOM Y TallUeHTOB
B CTPYKType TeparMu CHUHIpOMa aKTWBallMM Makpocda-
TOB M MH(EKIIMOHHBIX OcloXHeHU. CrienyeT OTMETUTb,
YTO MH(MEKIIMOHHBIE OCJIOXHEHUS vallle (DUKCUPOBAIICH
B TeUEHHME TIEPBOTO TOJla Teparu, He 3aBUCEIU OT CTETNIeH!
TUIIoraMMarjao0yJIMHeMun | Aeruienuu  B-nmMboimTos.
T'umorammaroOyIMHeMIsT He KOppeInpoBajia C YKMCIIOM
B-nmumMdormToB M yacToToit MHGEKIIMOHHBIX OCIIOXHE-
Huil. [lo Mepe mporpeccupoBaHus AETICHUU U TUIIOTaM-
MarJioOyJIMHEMUM YacToTa WHQEKIIMOHHBIX OCIOXHEe-
HUI, OCOOEHHO TSDKENbIX (TPeOYIOIIMX TOCITUTATIN3AIN)
He yBenmuuBaiach. s mpoduiakTMKY MHEBMOILIMCTHOM
MMHEBMOHUU U PECTIMPATOPHBIX MH(MEKIINI MpUMEeHsIach
npouIaKTUKa KO-TPUMOKCA30JIOM WU a3UTPOMULIMHOM.
HaHHble TI0 MH(MEKIMOHHOW 0e30MacHOCTH U CTereHU
YIpaBJIsieMO UMMYHOCYTIPECCHHU TIPEACTaBIeHBI B Ta0J. 5.

OOcyxaeHue

HecMoTpss Ha MHOTONETHMIA ONBIT TIPUMEHEHUS
B Tepanuy CUCTEMHOW KpacHOHN BOJYaHKHU, PUTYKCUMAO
TaK 1 He MOJy4rJT O(PUITMATBHOTO 0I00pEHMSI HU BO B3pOC-
JIOW, HU B TMEAUATPUYECKOI MpaKTUKaX B CBA3U C OTCYT-
CTBUEM KIIMHWYECKUX MCIBITAHUIA TTO OLeHKe d(PGheKTUB-
HocTu ypoBHsI A 1 B cortacHo OKchopackoit 11Kaine Cribl
uccnenoBaHuii [15]. MHOrouMcaeHHbIE CEpUM PETPOCTICK-
TUBHBIX MCCIIEIOBAHUM, KITMHUIYECKUE TTPUMEPHI TTOKA3aT1
3((PeKTUBHOCTh pUTYKCMMAa0a y TIAlIMEHTOB C CUCTEMHOM
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Tabauya 4. InHaMMKa OCHOBHBIX NMOKA3aTeieil Y NAIMEHTOB HA MOMEHT /1e010Ta 3200/1eBaHusl, CTAPTa Tepanuu U Ha oHe Tepanuu
PUTYKCUMAOOM

Table 4. Dynamics of the main parameters of patients at the time of the disease’s onset, the start of rituximab and during rituximab
therapy

ITapamerp ﬂ&ﬁ(l](;T (li’TIfII:)/IT P ‘iil(’)‘: ;I:gzel:l ;I:(l)’;; p*

or PTM or PTM or PTM

Yucno mareHToB 48 48 HII 35 19 8 HIT

Wrzeke SLEDAI . 1,01;623’ 5 i ;1‘2‘2] 00002 . 36 5 0 26,0] [1’0;23’0] 0,01

Crenenb aktuBHOCTH SLEDAL, a6c. uncno (%)

0 (0) 0 1(2,0) 0,065 14 (40,0) 8 (42,1) 2 (25,0) 0,01

1 (1-5) 0 (0) 5(10,4) 9(25,7) 6 (31,6) 6 (75,0)

2 (6—10) 10 (20,8) 15 (31,3) 8(22,8) 5(26,3) 0

3(11-19) 19 (39,6) 13 (27,1) 1(2,9) 0 0

4 (>=20) 19 (39,6) 14 (29,2) 3(8,6) 0 0

[TarveHTHI ¢ MOBBIIIIEHHBIM

s AL, SR, w6 44 (91,7) 36 (75,0)  0,00001 17 (48,6) 12 (63,2) 3(37,5) 0,043

2560 640 640 640 1280

Tamp AHO [1280: 5260] [160:1280] 2098 [160: 25601 [160:1280] [160:5120]

0,919

ITalMeHTHI C MOBBIIIEHHBIM
ypoBHeM AT K IByCIIMpaTbHOM 33 (68.,8) 20 (41,7) 0,008 4(11,4) 5(26,3) 1(12,5) 0,016
JIHK, a6¢. yncino (%)

VYpoBeHb aHTUTE 112 25 0,059 10,3 26 0

x JTAK, e1/mit (HOpMa < 25) [1: 200] [1:130] (0,0:21]  [12:65]  [0:4.68] 144
HaHI/IeHTbI C AaKTUBHBIM
e BN 18(37.5) 16 (33.3) 1.0 7 20) 20105  1(12.5) 0,741
0.3 0.3 0,07 0,09 3.05
Tporennypus, r/1 0011 00310 %00 00034 00038 (305305 %23
[IpoTenHypwMs y MaIlMeHTOB 1,6 3,4 0.001 2,3 1,8 3,05 0.255
¢ BH, r/n [0,9; 3,8] [0,7; 3,8] ’ [0,6; 3,8] [1,8;1,8] [3,05;3,05] ’
40 50 0 0 0
ematypus, sp. B 11/3p. [8: 86] [6: 120] 0,191 [0: 13] [0: 5] [0: 0] 0,045
0.72 0,69 1,1 0,94 0,99
C3, 1/ 0412 (0500 8 0703 e 7y %072
0.12 0.12 0.18 021 0,19
C4, t/n 0.1:021 (01502 %% ortes 03 (oo %07
[TaumeHTsl ¢ NeiKoneHue,
i 122500 10(20.8) 0629  8(22.9)  4(2L1) 0 0.328
) 5.5 6.7 5.4 7.6 5
o 9 E) E) ) ) )
Jleficountet, -10°/n 3.9:88 (4186 8% oles s a7 08
%i“ﬁ;‘éﬁ‘;‘ (cz;?feweﬁ’ 19(39,6) 16 (33,3) 0,09 8(22,9) 2(10,5) 0 0,207
13 115 129 129 127
e TOmEraT, )0, 95:131] 11321 0830 iio; 1341 s 13s) 221421 %144
[MammeHTsl ¢ TPOMOOLIUTOTIE-
P e S 17(354)  9(18,8) 0,005 3(8.6) 0 0 0,079
235 240 245 269 231
. 9
stz a, = Ui [185:307]  [118:288] 009 1203.302] [216:301] [183:265] 116
167 15 7 4 2
CO3, Mm/4 .0:30.5] [7.0:22.00 B 5001800 2090 2030 %00
Iaumentsi ¢ AQC, 6 (12,5) 6 (12,5) HI 0 0 0 HI

aoc¢. uncio (%)
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Okonuarnue mabauybt 4

TTalueHThI, MOIyJalolre Tepa-

muto FKC, a6e. uncio (%) DER) +9 (EE)
I'KC, mr/kr/cyT [0,61;,(1,0] [O,g’;715,0]
TTauueHThI, MOTyJatole

TUAPOKCUXIIOPOXUH, 26 (54,2) 36 (75,0)
aoc¢. yncio (%)

Iurocrarnyeckas Tepanusi, ade. yucio (%)
MuKoheHoaaTa MO(eTHI 14 (29,2) 14 (29,2)
a3aTUOIPUH 7 (14,6) 7 (14,6)
IUKJIOCIIOPUH 2 (4,2) 2(4,2)
uKIodochamu 24 (50,0) 24 (50,0)
METOTpeKcaT 6(12,5) 6(12,5)

OPUINMHAJIbBHbBIE CTATbU

1,0 30 (85,7) 14 (73,7) 7 (87,5) 0,169
0.1 0.1 0,1
0.035 1007:021 [0,07:0,1] [0,08;0,1] %0003
HIT 27(77,1)  16(842)  7(87.5) HIT
HIT 21(60,0)  13(68,4) 5(62,5%)  wmm
2(5.7) 1(5.3) 0
1(2,9) 0 0
8(22,9) 3(15,8) 0
1(2,9) 1(5,3) 1(12,5)

Tpumeuanue. CKB — cucremHasi KpacHas BonyaHka; AH® — antunykieapHsiii akrop; BH — BomyaHounsbiit Hedput; 'KC — miokokop-
tukoctepuonb; AOC — antudochonunuanbiii cuaapoM; PTM — putykcumab. p¥ — B CpaBHEHMH CO 3HAYEHUSIMM MpU uHuLmauun PTM;

HIT — HE IPUMEHUMO.

KpacHOI BOJIYAHKOW Pa3HOI CTeNeHU aKTMBHOCTH, BKITIO-
yasi (hOpMbI C KaTacTpO(UUECKUM TEUEHHEM, YTO BMECTe
C 9KCIEPTHBIM MHEHHEM TMO3BOJIMJIO BHECTU PUTYKCUMAO
B aJIrOpUTMbI TEparnuu CUCTEMHOW KpacHOW BOJIYaHKU
Kak JieTeil, Tak 1 B3pocibix [1, 8, 11].

B Hamem ucciaenoBaHuu nokaszaHa 3¢h@eKTUBHOCTb
putyKcuMaba B OTHOILIEHUWM OCHOBHBIX I1apaMeTpOB
aKTUBHOCTHU, TaKUX KaK JIMHAMUKA HWMMYHOJIOTMYE-
CKMX TECTOB, MPOTEUHYPUSI, LIUTOTICHUSI Yy TIallMeHTOB,
MWCXOHO HE OTBEYABIIMX HA CTAHIAPTHYIO IIUTOCTATUYE-
ckyto Tepanuio. Cieayer OTMETUTD, UTO MallMeHThbl UMEeJTN
Pa3HYIO CTENEeHb KIMHUYECKOTO U JAOOPATOPHOIO OTBETA
Ha PUTYKCMMa®b M 3TO YacTUYHO HAIJIO OTpaXKeHHe
B pa3HOHAIpaBJIEeHHOW MIWHAMMKE psiia TMoKasaTeseil.
IMonuMopdusmM KIMHUYECKUX TIPOSIBICHUN CUCTEMHOM
KpacHOU BOJTYaHKM CIYXKUT OTHUM U3 (haKTOPOB, 3aTPY/I-
HSIIOIIMX CTAHAApTU3ALMI0 MALMEHTOB U TIPOBOIMMON
Tepanuu, YTO CYILIECTBEHHO YCJIOXHSIET MpOBEeIeHUE
PaHIOMU3UPOBAHHBIX KIMHWYECKUX ucnbiTaHuil [17].
ITpoBeneHbl pa3IMuHbIe UCCIEA0BAHUS C 1IeJbI0 OLIEHKHU
93(hGEeKTUBHOCTA PUTYKCMMaba TpU CUCTEMHON Kpac-
HOI1 BOJIYaHKe y B3pOCHbIX U neTeil. PaznuuHble nccie-
IIOBaHUSI U3 Pa3HBIX CTpaH MUpa MPOAEMOHCTPUPOBAIN
MOJIOXUTENbHBIN 3((EeKT pUTyKcuMaba Tpyu CUCTEMHOM
KpacHOU BOJTYaHKe KakK y B3pPOCJIbIX, TaK U y netei [1, 3,
4,7,14, 22, 23]. OtaenbHO cieayeT OTMETUTD, YTO MoKa-
3aHa 3(P(HEKTUBHOCTh pUTYKCHUMaba /ISl JJe4eHUs BoIJa-
HOYHOTO HedpuTa y B3pOCTbIX U neTelt [3, 4, 14, 22, 24].
B Hamem uccrnenoBaHuM Mbl TaKXKe OTMeYand MOJIOXKM-
TEJbHYIO IMHAMUKY B BUE YMEHBIIEHUS TOJU TTallieH-
TOB C BOJYAaHOYHBIM HEe(PUTOM, YMEHBILIEHUS] CTEIEHU
MPOTeMHYpUU, rTeMaTypun. B Hateit cepun HaOoneHUIA
y BBDKMBIIMX TMallMEHTOB (7=45) oTMevayiachb MOJOXU-
TeJbHasl IMHAMUKA B BUIE YBEJIWYEHMSI CKOPOCTU KITy-
OOUYKOBOU (UIBTpALIMM, YMEHBIIEHUS KOHIIEHTpAIIUU
KpeaTMHWHA, MOUYeBMHbBI, MOYEBOI KUCIOThI, OTHA Mall-
eHTKa OblJ1a CHsITa C TUaJin3a B CBSI3M C BOCCTAHOBJIEHUEM
¢ynkuuu nouek. [1pu mpoBeneHUN HEKOTOPBIX PaHIO-

MU3UPOBAHHBIX UCCIEAOBAHUI 10 OlIeHKe 3(hPeKTUBHO-
CTU TIPUMEHEHUSI pUTYKCUMaba Tpy CUCTEeMHOI KpacHOM
BOJIYAHKE HE ObUT TOCTUTHYT 3HAYMMBIN 3(PdeKT B Teue-
HuUM 3a00JeBaHUsI, BBUIY YEro pUTYKCMMab Tpemsiara-
eTCsl MCTIOJIb30BaTh HE KaK CPEICTBO MHAYKIIMU PEMUC-
CUM, a KaK BCIloOMOrartejibHasi Teparnusi pyu CUCTeMHOM
KpacHOU BOJIUaHKE B KauyecTBE JOIOJHUTEIHLHON Tepa-
MUY TIPU aKTUBHOM TeueHUM 3aboyieBanus [12, 18].

OTeuecTBeHHBIX TyOnMKauuMii 1Mo 3¢h(eKTUBHOCTH
puUTyKCHMMaba y JieTeil ¢ CMCTeMHOI KpacHOM BOJYaHKOM
HeMHOro. B peTpocreKTMBHOM WCCIIeIOBAHUU, BBITION-
HeHHOM B 2016 T., TTOKa3aHbI TTOJIOKUTETBHBIE PE3YTbTATHI
MPUMEHEHUST pUTYKcrMaba y 12 u 16 manumeHToB ¢ 10Be-
HWIBHOI CUCTEMHOM KpaCHOI BOJTYAHKOI COOTBETCTBEHHO
[7, 25]. B Hamem wuccinenoBaHWM TPENCTABIEH OITBIT
JneyeHus 48 nereid, KOTOPbIM PUTYKCMMaO ObLT Ha3Ha-
YeH B CJIyJyasiX CUCTEMHOI KpacHOI BOJYAHKM C BBICOKOI
aKTUBHOCTBIO, TEMATOJIOTMYECKMM HapyleHusIMu, ped-
paKTepHBIMU K CTAHAAPTHOM Tepariu, a TakxKe TTPU HEBO3-
MOXHOCTU CHWXEHUSI 03 TJIIOKOKOPTUKOCTEPOWIOB
W HAJIMYMU Y JAHHBIX MAlIMeHTOB MPU3HAKOB KOPTUKOCTE-
pouIHON TOKCMYHOCTU. Hambosiee yacto B MMpPOBOIA JTUTe-
patype OCHOBHBIMM TIOKa3aHUSIMM K Ha3HAYEHUIO PUTYK-
cumaba Takxke ObTM Hea((hEKTUBHOCTh TOPMOHAIBHOM
W IATOCTaTUYECKOW Teparuuy B TSDKEJIbIX CIydasiX CUCTEM-
HOI1 KpacHOI BosuaHku |5, 8, 12, 15, 17].

B Hamem wuccrienoBaHUM aKTUBHOCTb CHCTEMHOM
KpacHOI BOJYaHKU OLIEHUBAJach MPU MOMOIIM MHAEKCa
SELENA—SLEDAI, KkoTophlii  CyllIeCTBEHHO CHU-
3ujcsl Ha (poHE Tepanmuy pUTyKCHMMaOOM, UTO COBITIAfAeT
C pe3yJbTaTaMM IpYTHX UCCIeNOBaHUI B TieauaTpui [3, 4,
16]. B HeCKOIBKUX UCCIENOBAHUSX TTOKA3aHbI TTO3UTUB-
Hasl IMHaAMKKa TeMaToJIOTMYeCKUX TMokasaresieil Ha (hoHe
MPUMEHEHUsI PpUTYKCMMaba, HopMaau3aluys YpOBHSI
KOMITJIEMEHTa W CTaTUCTUYECKM 3HAUYMMOE YyMEHbIIe-
Hue tutpa anturen K JIHK, uto cornacyercs ¢ pesynbra-
Tamu npyrux nyonukanuii [4, 10, 17, 23, 24]. Hennenus
B-11mdonuToB Kak KI1t0UeBO MOMEHT JIJIsI YCTIEITHOCTH
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Kanawnuxosa 5. M. u coaem. OrnbIT IpUMEHEHNS PUTYKCHMA0a y MALMEHTOB C FOBEHMIBHOM CHCTEMHOI KPACHOM BOJIYAHKOIA: TIPeIBAPHTEIbHbIE. .

Tabauya 5. Yactora npuMeHeHHs CPeCTB NPOGUIAKTHKH, Pa3BUTHS MH(EKIMOHHBIX 0CJI0KHEHMIi, ypoBenb B-mMdonuron
¥ TaMMAa-1JI00Y/IMHOB Y JIeTeil, MOJIyYaBIINX TePANuI0 PUTYKCHMAOOM
Table 5. The frequency of using of prophylactic agents, infectious events, the level of B-lymphocytes and gamma globulins

in children treated with rituximab

Yepes 1 rog or PTM

Yepes 2 rona or PTM  Yepe3 3 rona or PTM

ITapamerp Crapt PTM (n=48) (n=35) (n=19) (n=8)
[TaumenTsl, moayyaBlIne cpeacTBa - - .
npodWIaKTUKY, abc. yncio (%) D) LIl L) (@)
Ko-tpumoxkcasour, adc. uucio (%) 9 (18,8) 6 (17,1)* 2 (10,5)* 1(12,5)*
AsutpoMuIiiH, abe. yucio (%) 0 1(2,9)* 1(5,3)* 0*
BBMT, a6c. uncio (%) 13 (27,1) 15 (42,9)* 9 (47,4)* 6 (75,0)*
MHbekmoHHbIe OCIOXHEHMS, o
0. e () HIT 11 (31,4) 3(15,8) 2 (25)*
Ywucno marMeHToB ¢ rumoraMma- % « "
riao0yMHeMuit, abe. yucio (%) siles 2(25.7) Szl 2 ()
1gG, /1 11,7 [8,2; 13,9] 8,8[6,9; 10,5]* 7,3 [4,9; 8,3]* 5,9 (3,7; 8,2]*
Yuicno manueHToB ¢ Aenienuei " -
BLriMAOIHTOR, 46¢.(%) HIT 11(22,9) 8 (42,1) 2 (25)
B-nmumdoumts, ki1/Ul 182 [50; 467] 210,05 20,0]* 112 [0,0; 326,0]* 65 [26,0; 189,0]*

Ipumeuanue. PTM — putykcuma6; BBUIT — BHYTpUBEHHBII UIMMYHOTTIOOYJINH; * — p i BceX mapaMeTpoB >0,05; HIT — HEMMPUMEHUMO.

Teparu CHUCTEeMHON KpacHOM BOJYaHKM JOCTUTalach
rocjie MHULIALUKM Teparuy pUTyKCUMaOOM, aHAJIOTUYHO
pesyiabTataM Hamiero wuccienoBaHus [23, 24]. 3Hauu-
TEJbHOE YMEHbBIIIEHWE [03bl TIIOKOKOPTUKOCTEPOUIOB
Ha ¢oHEe Tepanuu PUTYKCMMaOOM B pe3yJibTaTe CHUXKe-
HUSI aKTUMBHOCTU 3a00JIeBaHUs TPOJAEMOHCTPUPOBAHbI
Kak B HallleM MCCJIeOBAaHUM, TaK U B MCCIICIOBAHUSIX,
BBITIOJTHEHHBIX Ipyrumu aBropamu [1, 3, 23, 24]. Hau-
0oJiee YaCcTBIM HexkenaTeJbHBIM 3 (GEKTOM pUTyKcuMabda
SIBJISIIOTCSl  pa3fIMyHble MHMY3MOHHBIE peakiud B BUJE
JINXOPAJKU, HEIOMOTaHUs1, ToioBHOM 6osn [7]. W3 npyrux
HeuH(EKIMOHHBIX OCJIOXKHEHUIT OTMEYaroTCsl TeMaToJI0-
TMYecKMe peakiluyd B BUAE Pa3IUYHbIX LUTOTNEHUM [24].
Cpeny MHQEKIIMOHHBIX OCOXKHEHUI BCTpPEeUYaroTcs K-
HUYECKM 3HAuYMMble Cllydyau, TaKhe KaK CeNTULEMUS;
9H/IOKAPIUT, BbI3BAHHBINM 30JI0TUCTBHIM CTa(hUIOKOKKOM,
U HeTsKeJble MH(EKIMOHHBIE OCTIOXKHEHUS B BUIE JTaOu-
aJIbHOTO Teprieca, OIMOosIChIBAIOIIETO Teprieca, KaHaumao3a,
BeTpsiHOM ocmibl [4, 23, 24]. WmMeloTcs wucciemoBaHUs,
B KOTOpBbIX MH(EKIIMOHHbIE OCJIOXHEHMS Y TIAllMEHTOB,
MOJIyYaBIIMX Teparui PUTYKCMMaOOM, He ObUIM OTMe-
YeHbI, HECMOTPSI Ha UMEIOLIYIOCS TEHIEHITNIO K TUTIoTaM-
mariooymmHemun |3, 17].

Hame uccrnenoBaHue MMeno LENblii psii orpaHuye-
HUI, CBSI3aHHBIX C €r0 PEeTPOCIIEKTUBHBIM XapaKTEPOM,
HaJIMYMEM YTEePSIHHBIX JaHHbBIX, OTCYTCTBHEM EIMHOTO
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Delay in the formation of urination function in children
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KontpoJb ynepxanus Moun M (yHKIMM MOYEHCITYCKAHUS Y /IeTell OKOHYATEIbHO YCTAHABIMBAeTcsl K 4—5 ronamM, MMEHHO B 3TOM
BO3pacTe THI MOYEHCITYCKAHMS CTAHOBHTCS B3POCIBIM. DTaNbI CTAHOB/IEHHS (hYHKIMI MOYEHCITYCKAHNS OCHOBAHBI HA MHOTHX (haK-
TOpaX: CHIZKEHNH (PU3MOIOTHIECKOI THIepYyBCTBUTEILHOCTH M -X0JMHOPEEeNnTOPOB MOYEBOT0 My3bIPs K AUETHIIXOJMHY, YCHJIEHHH
TOPMO3SIIIMX CYNPACHMHAJIBHBIX BIMSHUIA HA TAPACHMITHYECKYIO PedhIeKTOPHYIO IyTy, KOTOpPasi 00ecrneYnBaeT ypoBeHb BHYTPHILY-
3bIPHOTO JABJIEHHS, HA MpoLecce MUEIMHU3AIMA NPOBOAALIMX NMyTeil MO3ra, HA CO3PEBAHUM BHICHIEr0 KOPKOBOTO LHEHTPA MOYEHC-
MYCKAHUSA M YKpPeIUIeHUH CBsA3€el ¢ MOAKOPKOBbIMHU CTPYKTYpamMu. Ta0IMyHas oneHKa NPOsIBJIeHI 3a1ep:KKH M HapyieHus (PyHKIMH
MOY€BOro My3bIpd y AeTeii N03BOJIAET ONpeAeUTb YPOBeHb 3peI0CTH CUCTeMbl, OTBevaoleii 3a (pynkuuio Mmoyeucnyckanus. Pas-
BUTHIO KOHTPOJIA 32 (hyHKIMeH MOYEHCITYCKAHNUS OUYeHb MellaeT HOeHHe NMOJAry3HUKOB, HeMpuyYeHue K ropiKy W HenpaBHIbHbII
NMUTHEBOI PEKNM Y JieTeil. ABTOPbI CTATHH ONpeIeTUIN TPUA BO3PACTHBbIE IPYNNbI J€Tell € IHYPE30M M 3aJePKKOW CTAHOBJIECHUS
(yHkuMM Mou€eBOro my3bIpsi U ONPEAETWIN, B KAKOM BO3pacTe Kakue HapyleHus Haubosiee akryaibHbl. OneHKa 3peiocTH Moye-
HCIYCKAHUSA y IeTell ¢ SHYPe30M MO3BOJIsIeT AaHAIM3UPOBATH TANBI 3a/1ePXKKH (DYHKIMH MOYEBOro my3bipsi. B Muammeii Bo3pacTHoii
rpynmne (6—7 net) npeodsagana 3aaepxkKa (popMUpoBaHUs HABBIKOB CAMOOOCTY2KHBAHHUS B BONPOCE OCYIECTBICHHST AKTA MOYEHC-
MyYCKAaHWs, B TOM YKCJIe IPUMeHeHne reH1epHo-Heo0ocHoBaHHO# n103bl. B Bo3pacte 8—11 jeT ormeuaoch npeodiiaganue 3aepKKu
(hopmupoBanus pediekcoB onopokHenus. B 12—14 jert nposiBiasimch NPU3HAKA TMIOAKTUBHOCTH MOYEBOTO My3bIps.

Karouesvie caosa: demu, sHypes, He3peavlii MUn MOYEUCNYCKAHUS, NOO2Y3HUKU.

Ans untuposanums: HukutuH C.C., l'yceBa H.b., KpanuekuH A.U., KonoasikHasi A.B., XnebytuHa H.C. 3anepxka cTaHOBIeHUS] PYHKLNN MOoYe-
ucnyckaHus y aetei. Poc BecTH nepuHaron v neamarp 2023; 68:(1): 85-90. DOI: 10.21508/1027-4065-2023-68—-1-85-90

The control of urine retention and urination function in children is finally established by the age of 4—5 — it is at this age that the type
of urination becomes adult. The stages of the formation of urination function are based on many factors — a decrease in the physi-
ological hypersensitivity of the M-cholinergic receptors of the bladder to acetylcholine, an increase in inhibitory supraspinal effects
on the parasympathetic reflex arc, which provides a level of intravesical pressure, on the process of myelination of the brain pathways,
on the maturation of the higher cortical center of urination and strengthening of connections with subcortical structures. A tabular
assessment of the manifestations of delay and impaired bladder function in children allows us to determine the level of maturity
of the system responsible for the urination function. The development of control over the urination is greatly hindered by wearing
diapers, failure to provide potty training, and improper water intake schedule in children. The authors of the article identified three
age groups of children with enuresis and delayed formation of bladder function and determined at what age which disorders are most
relevant. Assessment of the maturity of urination in children with enuresis allows us to analyze the stages of delayed bladder function.
In the younger age group (6—7 years), the delay in the formation of self-service skills in the implementation of the act of urination pre-
vailed, including the use of a gender-unreasonable posture. At the age of 8—11 years, there was a predominance of delayed formation
of emptying reflexes. At the age of 12—14, there were signs of hypoactivity of the bladder.

Key words: children, enuresis, immature type of urination, diapers.

For citation: Nikitin S.S., Guseva N.B., Krapivkin A.l., Kolodyazhnaya A.V., Khlebutina N.S. Delay in the formation of urination function in chil-
dren. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 85-90 (in Russ.). DOI: 10.21508/1027-4065-2023-68-1-85-90

111 ynepxxaHust Mouu. B ¢a3y onopoxxHeHust mist ooe-
CTIeYeHUsT 3BaKyallid MOYM JCTPY30p COKpaIlaeTcs
" pacciabisieTcss cUHKTED.

PerynsropHast cuctema, KoTopas oOecrieunBaeT

®I/I3HOHOFI/I‘{CCKI/I aKT MOYCUCITYCKaHUA COCTOUT
13 IBYX (ba3 — HaKOIUICHHUA MW 3BaKyalluM MOYMU.
HDI/I B3aUMOJECTBUN JETPY30P MOYECBOTO ITY3bIPA N €TI0
C(bI/IHKTCpBI HaxogdATCd B pa3HOHAIIpaBJICHHOM JIBU-

xeHuu. B Gbazy HakormseHus: aeTpy3op pacciabsiercs,
a ero cUHKTepbl (BHYTPEHHMI — TJIAAKOMBIIIECYHbIN
W HapY>XHBI — TOTNEPEeYHOITOI0CaThIi) COKpaIllaloTCs

MpolecC HAKOTUTEHUST Y 9BaKyallul MOYM, UMEET CIOXK-
Hoe cTpoeHue. OHa BKIIOYAeT CIUHHOM MO3T, Cy06-
KOPTHUKAJIbHBIE M KOPKOBBIE ILIEHTPHI, KOMILIEKC OUO-
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OPUIrNHAJIbHBIE C

b

JIOTUYECKN AaKTUBHBIX BEIIECTB W ITOJOBbIE TOPMOHBI.
CTaHOBJIEHHE aKTa MOYEHCIYCKaHUs 3pesioro TUMa —
IJINTETLHBIA W TIOCTEIIeHHBIN mpouecc. OH Hamboee
OYEeBUIEH B HOPMATMBHBIX 3HAYEHMSIX YACTOTHI MOYE-
WUCTyCKaHUM B CYTKU: TIpU cpoke rectauuu 32—33 Hen
U0/ BHYTPpUYTpoOHO MounTcs 70 pa3 B 1eHb, JTOHOIIEH-
HBIII HOBOPOXAEHHBIN pebeHoKk — 20—25 pa3 B 1eHb,
K TOIy yacToTa cHmkaetcst 1o 10 pa3 B cyTKH, a K 4 romam
YacTOoTa MOYEHMCIYCKAHUI COOTBETCTBYET B3POCIOMY
KpuTepruio — 5—8 pa3. DNu30audyeckrue MOYEUCITyC-
KaHWS B TOPIIOK TOSIBISIIOTCS K TOMY KM3HU pebeHKa
U TIOCTETIEHHO, K 4—5 rogam, Bce BapMaHThI Hemepska-
HUST MOYM MCYE3aI0T. DTH TIPOIECCHI CBS3aHBI C T103-
TaITHBIM CO3PEBAaHUEM PELETITOPOB, HEPBHBIX IIEHTPOB
W TIPOBOMSIIMX TyTell MO3ra, OTBEYAIONIUX 3a MOdYe-
ucnyckanue. ITocTenmeHHO CHUKAeTCsl YYBCTBUTEIb-
HOCTb M-XOJIMHOPELIENITOPOB MOYEBOTO TY3bIPsST K alle-
TUJIXOJIMHY U YBEJTUIUBAETCS €eMKOCTb MOYEBOTO TTy3bIpS.
BOTOT mpoliecc HauboJiee 3aMeTeH 10 1,5-JIeTHero BO3-
pacta. Ero HOMOMHSIOT MUETMHU3UPYIOIIUECS TTPOBO-
ISIIe TyTH Mo3ra, o0ecreYnBarole CYmpaciuHalb-
HOe TOPMOXEHME IapacuMIaTUYeCKON CIUHATbHOM
pedIeKTOpHOI Iyru, U KyMUPYeTCss HEKOHTPOJIUPYeMOoe
HelnepXaHue MOYM — MBI €ro HaOJogaeM HaubOoJiee
aKTHUBHO /10 2 JieT, nHoraa — A0 3 jieT. OKoHYaTeIbHOe
(opMHMpoBaHUE BHICIINX HEPBHBIX LIEHTPOB KOPHI, OTBE-
YalolMX 3a MOYEHMCITyCKaHWe, 3aBepliaeT Mpolecc CcTa-
HOBJIEHWSI KOHTPOJIST Hal (PYHKLMEN ymepXKaHus MOYU
1 aKTOM MOYEUCITYCKaHUS K 4—5 ToIaM XKU3HU pebeHKa.
BaxkxHo He MemaTh yKazaHHOMY Tiporeccy. JmuTenbHoe
HOIIIEHWE TOATY3HUKOB, HEMpUyYeHHe K TOPIIKY, Oec-
KOHTPOJIbHBIN MUTHEBOM PEXWM, a WHOTIA €ro OTCYT-
CTBHE MCKYCCTBEHHO 00ECMeuMBaiOT 3alepKKy CTaHOB-
JIEHUST HOpMaJIbHOTo ModencrnyckaHus. K coxaneHuro,
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C TAKUMM HApYIICHUSIMU JETCKUE YPOJOTU U HEBPOJIOTU
BCTpeyaloTcsl ceiyac oveHb 4vacTo. [lepeunciieHHbIe
bakTOphl — BaxkKHbIE 3BE€HbSI B IMATOTeHEe3¢ HEMOHOCHUM-
MTOMHOTO 3HYype3a. B cBsi3u ¢ 3TUM 11 Ha3HaYeHWUsI
MpOrpaMMBbl JICUSHUSI IETSIM C HapyIIEeHUsIMU aKTa MOYe-
WUCITyCKaHUS BaXKHO OTIPENEUTh 3PEIOCTh TUIIA MOYEHC-
MyCKaHUSI 10 M3BECTHBIM KpUTepusim [1, 2].

enb uccenoBanus: olieHKa 3peJOCTU MOUEUCTTYCKa-
HUS y IeTeil C DHYPE30M pa3HbIX BO3PACTHBIX TPYIIII.

XapakTtepucTtuka petei U MeToabl UCCNeaoBaHUS

AHaIM3UPOBAHBl PE3yAbTaThl OLEHKU 3PEIOCTU
akTa Mmoueucityckanusa y 90 nereit ¢ anypeszoM. Ilamm-
€HTBI pa3fesieHbl Ha BO3pacTHBIe Irpymnmbl mo 30 yeo-
Bek (1-g rpynma — 6—7 net; 2-a rpynmna — 8—11 et
u 3—s rpynmna — 12—14 ner). B 1-it rpynme 16 Manb-
yukoB, 14 neBouexk; BO 2-i rpymnre 22 MaiabyuKa,
8 neBouek; B 3-# rpymnme — 16 MaibuuKkoB, 14 1eBoYeK.
IMonyyeHo MHGOPMHUPOBAHHOE COTJACHE POIMTENeH
Ha yyacTue jaeTeit B ucciaenoBanuu. [1pu atom nepco-
HaJIbHbIe JaHHBIE HEe UCTTOJIb30BAINCh (TOJHLKO BO3paCT
B TOJIax | T0JT).

JInsg aHamM3a CHMIITOMOB WCITOJTb30BaHa TabuMIa
OLIEHKH 3peJIoro Tulla Mouyencryckanus (tadma. 1). Jan-
Hasg TabJauIla TpeACTaBiIsIeT co00il HambOoJiee ITOJTHBIN
KBAIMMETPUYECKNIT 111a0JIOH, TIO3BOJISIIOIIMK  OTHO-
BPEMEHHO OIIEHUTh COCTOSIHUE pedIeKCOB MOYEBOTO
My3bIpst ¥ CTEMEeHb BBIPAXKEHHOCTU PACCTPOMCTB MoYe-
ucrnyckanusi. Kpurepuu uckitouyeHus: U3 ucCCaeayeMon
TPYNIbl — MaTOJOTUSI CMTMHHOTO MO3Ta, SIBHO TpOCie-
JKUBAoOIasicsl HaCJAeACTBEHHOCTh B OTHOIICHUM DHype3a
B CeMbe, THEBHbIE HapYIICHUSI MOYEUCITYCKAHUS (TaKue
Kak MMIIEpaTUBHOE, CTPECCOBOE HeaepxkaHWe W 1p.,
He YKJIaJbIBAIOIINECs B TIpeICTaBIeHNE O 3aepKKe CTa-
HOBIIEHUST aKTa MOUEUCITYCKAHUSI).

Cratuctuueckasi o0pabOTKa TIOJYYEHHBIX JaHHBIX
BBITIOJIHEHA C MCHOJb30BaHMEM IporpamMM Microsoft
Statistica. OOpaboTKa BKJIIOYaeT CO3JaHME aBTOMAaTH-
3UPOBAHHOTO apXWBa W CcTaTUCTUYecKWit aHamu3. I1po-
BeJeH aHaIW3 pacrpeae/ieHUs] MPU3HAKOB U UX YKMCIIO-
BBIX XapaKTepUCTUK (CpeaHWe 3HAYeHWsI, CTaHIapTHOE
OTKJIOHEHUE). JIOCTOBEPHOCTh pPa3MyMii OlLIEHWBAETCSI
1o kputepuio ¢ CThIOIEHTa JJIT He3aBUCUMBIX U CBSI3aH-
HBIX BBIOOPOK MpU 3HaUeHUsIX BepossTHocTH p<0,05. Pas-
JINUUS TPYMI pacleHUBAIOTCA KaK CTATMCTHYECKW 3Ha-
yumble ripu p<0,05.

Pe3ynbTathl M 06CcyxaeHue

IIpu olieHKe BBIPAXKEHHOCTHM CUMIITOMOB, IO CYTH.
BBITIOJIHSIETCS aHAJIU3 CTAOWIILHOCTU (ha3bl HAKOIUIEHUS,
I7Ie OCHOBHAsl POJIb MPUHAIEKUT AETPY30PY MOUYEBOIO
My3bIpsi, KOTOPBII 00eCIieunBaeT ageKBaTHYIO Pe3epBY-
apHyo ¢yHkIno. Ee obecrieueHne 3aBUCUT OT 3JIaCTUY-
HOCTH MOYEBOTO TYy3bIpsI M Ojlaromapsi cucTeMe Kjlac-
CHUYECKUX pedIIeKCOB, CTAOWIM3UPYIOIINX JIETPY30p,
MO3BOJISIET MOAIEPKUBATH HU3KOE BHYTPUITY3BIPHOE J1aB-
JIeHue — Ha ypoBHe 5—12 cM BoJ. CT.
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Tabauya 1. KBanumeTpusi 3peJIOCTH AKTa MOYEHCIYCKAHNA y AeTeil
Table 1. Qualimetry of the maturity of the act of urination in children

Huxumun C.C. u coagm. 3anepxxa CTaHOBJIEHUsI (DYHKIIMU MOUYEUCTTYCKAHMS Y IeTeit

Bsutas CTpys € YYBCTBOM HEIIOJIHOTO OITOPOKHEHU A

Ne IIpusnak CocrosiHue Bamn
Jlo 1 roma 0
Bospact dhopMupoBaHus HaBBIKa YIIPABISIEMOTO
1 IS QO ynp Jlo 3 nier 1
MOYEUCITyCKaHUs
Crapre 3 et 2
5—8 pa3 B cyTKu 0
Yucio MoyencIycKaHuii BO BpeMsi 001pCTBOBaHUS
2 y P AP Bosbiire 8 1
B TEUEHUE THS
Menbiie 5 2
Cpennuit 3¢pheKTUBHBI 00BEM MOYEBOIO ITy3bIpsi CootseTcTByeT BO3pacTHOI HOpMe 0
3 30 X n (aucio ner) + 30 (M) = MOPIWsT OAHOTO MeHbl11e HOPMBI 1
MOYCHUCY CKaHUA BOJ'HJU.IC HOPMBI 2
YcToiiunBbIi 0
4  [lo3bIB HA MOYECHUCITYyCKAHUE IMosiBnsieTcst uHOTHA 1
OtcyTCcTBYET 2
YMeHMe caMOCTOSITEIbHO MOATOTOBUTBCS U OCYILIE- YeToiiumBblil HaBbIK 0
5  CTBUTH MOYEHCITyCKaHUe (TIOMCK YCIOBUIA, yeTUHE- IIposiBnsieTcst uHOTIA 1
HUE, 0OCBOOOXIEHUE OT OEKIIbl) He pa3ssuto )
YceroiunBbIi HaBBIK 0
YMeHue 3aaepKuBaTh MOYEUCITYyCKaHME Ha TIEPUO,
6 ancp . 4 DHOR ITposiBisieTcss HOTrIA 1
HEIMOCPEICTBEHHOM MOATOTOBKM K MOUYEUCITYCKAHUIO
He pa3Buto 2
YMeH1e 3a1epKUBaTh MOYEHCITYCKAHNE Ha ITUTEIb- YeToliuuBbIf HABBIK 0
7  Hoe Bpemsi (10 10—20 MUH) B OTCYTCTBUE ITposiBisieTcst uHOTIA 1
MOIXOISAIINX YCTOBUIMA JUTSI MOYCHCITYCKAHUS He passito D)
I1o mo3wIBY 0
IToOy>xnaroniuii CTUMYJ OCYIIECTBICHUS] MOYEHUC-
8 PRI yrocyi [To HamoMuHaHWUIO 1
MyCKaHUs
«OTJIOKEHHOE» MOUEHCITYCKAHUE 2
YcToitunBbIi HAaBBIK 0
[Mozutus mpyu MOYEHCITYCKAaHWH 110 TEHAEPHOM
9 o P ¥ 2% y IIposiBnsieTcst uHOTIA 1
TUITY
He pa3Buto 2
YcToiuKMBbIi HAaBBIK 0
10  YmeHue npepbiBaTh MOYEHCITYCKAHUE 10 MPOChDe IIposiBisieTcss nHOrIA 1
He pasButo 2
OTcyTCTBYET 0
HMmnepatuBHOE 1
11 HeynepxuBaHue MOYM BO BpeMsi 00IPCTBOBAHUS
CtpeccoBoe 2
OT nepenoaHeHUs 3
OTCYTCTBYET 0
12 HenpousBojibHOE MOUYEHCITyCKaHKE BO BPEMsI THEB- He xaxnplii nennb 1
HOro cHa OnuH pa3 KaXxIblii JHEBHOM COH 2
Heckonbko pa3 3a THEBHOM COH 3
OTCYyTCTBYET 0
|3 HenponspobHoe MoyencIycKaHe Bo BpeMst HOY- He xaxuyio HOub 1
HOTO CHa (3HYpe3) OnMH pa3 Kaxaylo HOub 2
Hecxkomnbpko pa3 3a HOUb 3
AKTHUBHasI CTPysI C 9YyBCTBOM ITOJTHOTO OIIOPOXKHEHUS 0
AKTHUBHasI CTPYsI C YyBCTBOM HETIOJIHOTO OTTOPOKHEHMST 1
14  AKTMBHOCTb CTPYM MOYEUCITYCKaHUS )
3

Htorosoe uncio 6amios

[IpepriBucTas cTpyst

W
S
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Ilpu aHanuse 3pea0CTU MOYEUCTTYCKaHUS
y nmeteil 1-i1 Tpymmmel cCpemHss OlleHKa COCTaBUJIa
12,5+1,5 6anna. BecoMurii BKJIag B CyMMapHYIO OLICHKY
BHECJIM IIYHKTBI 4—7 TaOJWIBI: aKTUBHOCTH ITO3BIBA
K MOYEUCITYCKAaHWIO, YMEHHE TOATOTOBUTLCA W TIPO-
M3BECTU MOUYEUCIYCKaHWE B YCTAaHOBJIEHHOM MecCTe,
3a7iepXXaTh MOYEHCITyCKaHMe — TToKa3aTesiv, yKa3bIBa-
Io1IMe Ha 3a/1epKKy (hDOpMUPOBAHUS HABBIKOB CaM000-
CJTy>)KMBaHUSI B BOMPOCE OCYIIECTBJICHUSI aKTa MOYEHC-
nmyckaHus. Takoil pe3yJbTaT OCHOBaH Ha MPaKTUYECKU
€XEeTHEBHOM HOIIEHUU abCOpOUPYIOINX TOATY3HM-
koB. OueHka 1—2 6aia mosyvanach Mpu OTBeTe Ha 9-ii
BOIMPOC TaGIUILBI — TI0 HAaBBIKY MCIOJIb30BaHUS TeH-
NIepHO-000CHOBAaHHOM O3kl BO BpeMsl MOYEMCITyCKa-
HUus. Manbunky u3 9 MOYenCITyCKaHW OCYIIECTBIISIIN
cunast 3, neBouku — u3 9 MoueucnyckaHuit 3—4 cros.
IIpu sTOM B ciayyae mnpemIoXeHUsT MenpadoTHUKA
BO BpeMsI TIPOBEACHUS YPODIOYMETPUUN OCYIIECTBIISIIN
MOUYEUCIyCKaHWe B TeHJIEepHO-000CHOBAHHON I103¢
0e3 3arpymHeHus. [lo 3-mHEeBHBIM THEBHMKAM MoOYe-
ucnyckanuss B 67% ciiydaeB HaOIIOMAUCh 4YacTble
Modeuncnyckanust (6onee 8 B cytku), B 33% — pen-
kue (pexe 5 B cyTku). KonmyectBo MoueucnycKaHUi
B CYTKM IO CaMOCTOSITEJIbHOMY TMO3bIBY, T.€. CEHCOP-
HBIX, — 42%, 110 HamOMUHaHUIO — 58% (MOTOPHBIX).

VYV nanueHToB 2-i TpyIIbI, HapsiLy ¢ HeOOJbIIUM
CHUXEHMEM TI03bIBa K MOUYEHMCITYCKaHWIO, OTMEYanuCh
B 45% ciydaeB 3MU30IbI HeAePXKaHUS MOYH OT TIEPETTO-
HeHus. PonuTean mpakTUIecKy Beeraa peabuaIuTupyoT
TaKMe SIU30IbI HeIepXKaHUS CIOBOM «3aUTPLIBAETCS».
OryactT 3TO OOBSICHEHHWE COOTBETCTBYET JEHCTBU-
TeJIbHOCTU. JloMUHaHTa, KOTOpasi JOJI)KHA MOCTENIeHHO
ycmuBath cBoe BiaustHue B LIHC mo mepe HamoHeHUS
MOYEBOTO Iy3BIPST U B OMNpeIeIeHHBII MOMEHT 3acTa-
BUTb peOeHKA OCTaBUTh CBOM 3aHATHS U TTOWTH B TyaJleT,
HEJIO0CTAaTOYHO CUJIbHA. TaK MPOSBIISIOTCS MOCIEACTBUS
JUTATETLHOTO HOIIEHMST MOATY3HUKOB. Bo 2-i1 rpymme
MalMEHTOB TPWUJIMYHBIA BKJIal B CYMMapHYI OLIEHKY
HapylIeHW BHOCAT TPOOJEeMBI, CBSI3aHHbBIE C 3aIepK-
KOl (popMupoBaHUs pedIEKCOB OMOPOXHEHUS MOYe-
Boro Ty3bips. OHU MPOSBISIUCHL TIPU 3BaKyaluu
MOUM: HETIOJHOE OTOPOXHEHWE U HEBO3MOXHOCTh
3a7iepXaTb, a TOTOM TPOJOKUTh MOYEHUCITyCKaHUe
(6, 7, 8, 10 u 11-i1 myHKTBI) B OOIIEH OLlEHKE HAXOIM-
much B 3HaueHUsax 10+1,5 Oamra, moMuMo ydeTta Apy-
IMX MYHKTOB. DBaKyaTopHast (YHKIUS MaTo(pU3n0I0-
TUYECKU SIBJISETCS CIOXHBIM pPe(hIECKTOPHBIM aKTOM,
MpU KOTOPOM TIPOMCXOAUT CMHXPOHHOE paccijabjieHue
BHYTPEHHETO W HApPYXXKHOTO CHUHKTEPOB MOYEBOTO
MMy3bIPSt U COKpallleHne AeTpy3opa. Ha aBakyauuio mouu
«paboTatoT» ¢ 5-ro 1mo 11-if Kimaccuueckne pedIieKChl
MOYEUCIYCKAHUS: TPOMEXHOCTHO-OYIbOApHBIN BO3-
OyXHaloIIMii JeTpy30p U JIeTPy30p-aKTUBUPYIOIIUIA
pednekcs oOecreunBalOT Ha4yajlo MOYEHCITyCKaHMS.
AIIEKBaTHBI TIOTOK MOYM TMOIAEPXKUBAIOT IETPY30pP-
YpeTpabHBIA TOPMO3SIIINIA, IeTPy30p-CHPUHKTEpaTh-
HBIA TOPMO3SIIWMA, YPETPO-AETPY30p AKTUBUPYIOLIUE
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U YpeTpOo-COUHKTEPATbHBI TOPMO3SIINN pehIEKCHI.
DdusnoornIeckoe MOYEUCITyCKaHWe  OTpenesseTcs
aHATOMUYECKOU 1 (PyHKIIMOHAIBHOM MOJHOIEHHOCTBIO
C(UHKTEPOB U NIETPY30pa, 3PEOCTbI0O HEPBHBIX PETry-
nsTopHbeIX cTpykTyp [3]. Tlo mHeBHMKaM Moueucmyc-
KaHus B 62% HaOMIONEHUIT OTMEYEeHBI peIKrue MOUEHC-
nmyckaHust (MeHee 5 B CyTKU), B 38% —mepuroandyecKkue
yyameHus 10 9—10 pa3 B cyrku. Ynciio Mouenciycka-
HUN B CYTKMA TIO CAMOCTOSITEJIbBHOMY TMO3bIBYy — 36%,
MO0 HaMOMUHAHUIO0 — 64%.

V manueHToB 3-if TpyNIbl B KIMHUYECKON KapTUHE
MPOCEXKNBACTCSI TUIMOAKTUBHOCTH MOYEBOTO ITy3bIPS:
npu MajioM 4uciie (MeHee 5) caMOCTOSITeJIbHBIX MOYe-
HUCTIYCKaHWI B CYTKM OTMEYaJIUCh TTU30IbI HelEePXKaHUST
MOYH OT TMEPETOTHEHUS U TI0 TUTTY cTpeccoBoro. Bo Bcex
HaOJIIONEHUSIX TOAPOCTKU YyKa3biBaJlu Ha HMCKYCCTBEH-
HOe To/aBJieHWe MO3biBa Ha MOYEHCIYCKaHUE B CBSI3U
C OTCYTCTBHMEM TIOAXOMSIINX YCIOBUM (OOBIYHO B IIIKOJIE)
WIA Ha TO, YTO «IeHb UATW» B Tyayner. HaubGosee mpo-
OGJIEMHBIMU B JTAHHOW BO3PACcTHOW TpyrmIe IMyHKTaMU
KBJIMMETPUYECKON Tabnuibl okazanuch 2, 3, 4, 8, 11
u 12-i1. DTO BOIMPOCH KOJIMYECTBA MOUYEHUCITYyCKAHUM,
€MKOCTH MOYEBOTO TY3bIpsI, MO3bIBA M THEBHBIX BTO-
PUYHBIX HapylIeHWiA. BKiam mo aTuM myHKTaM B OOt
Oasut coctasist 12+2,5 6anna. Yucino MmoyencnyckaHui
B CYTKU T10 CAMOCTOSITEJIbHOMY ITO3bIBY COCTaBUJI BCETrO
32%, mo HanmoMuHaHUIO — 68%.

B »sroM ciyyae Hempou3BOJIbHAS yTeYykKa MOYM
MpPU CTPECCOBOM HEAEPKaHWM HE CBsI3aHa C HEBPOJIO-
TMYEeCKUMU HapyineHussMu. OCHOBHAsI poJib B pa3BUTUU
CTPECCOBOM HellepXKaHWM MOYM TPUHAJIEKUT Hapyle-
HUIO aHATOMUU CBSI30YHOTO arapaTa, (PYHKIIMY MBIIII]
Ta30BOTO JIHA W TIOBPEXICHUIO C(OPUHKTEPOB U ypPETPHI.
IlonHoe peHTreHyposorhyeckoe, ypoaMHaMU4YecKoe
U Helipodusumonornyeckoe o0OCaeIOBaHUE TAlIMEHTOB
3-ii Tpynmbl Ha 6ase otaeneHus: yposoruun JT'KB Ne9
MO3BOJIUJIO TMOJIHOCTHIO UCKITIOYNTh CITMHAJIbHBIE Hapy-
IIEHWST W TSKeNTble BapUaHThl HEMPOTEHHBIX AUCOYHK-
LI MOYEBOTO My3BIPSI.

CoMaTuyeckasi MHHepBaIvs TOIMepeyHOoIoJocaToi
MYCKYJIaTypbhl Ta30BOTO JIHA OOecTeYyrMBaeTcsl 3a cueT
CakpaJIbHBIX OTIEJNOB CIIMHHOrO Mo3ra. CBsi3b coMa-
TUYECKOTO W BETeTATUBHOTO PETYIATOPHBIX 3BEHBEB
yIIpaBJIeHUsI MOYEUMCITyCKaHWEeM OCYIIeCTBIsieTcsl Oa-
romapst cucteMe pedaeKCoOB MOYEeHCIyCKaHUus, o00e-
CTIeYMBaOIIMX B3auUMOJIECTBUE NeTpy3opa U CHUHK-
TepoB (2—5-ii u 7—10-i1 pedraekcsl MoOYeHCITyCKa-
Hus). C 6—8 Mec 1o Bo3pacTa OIHOTO rojia TOHEMHOTY
pebeHOK HauMHaeT OLIyLIaTh MO3bIB K MOYEUCITyCKa-
HUIO, TIBITAETCSI O TIO3bIBE «CUTHAJM3UPOBATh» [4].
B ¢BsI3M ¢ 3TUM BaxXHO 3aKperieHUe HaBBIKOB YITpaB-
JIIEeMOTO MOYEHCITyCKaHus y peOeHKa B Bo3pacte | roza.
Ilpu 3TOM akTMBHO (HOPMUPYIOTCS YCIOBHBIN ped-
JIEKC, KOPTUKO-BUCIIEpaTbHble (BepTUKAJIbHBIE CBS3N),
OCYILECTBJISIEMbIE Yepe3 TOIKOPKOBbIE, MOHTUHHbBIE
ueHtpsl. [lo Mepe B3pocieHuss pebeHKa B pa3BUTUU
HaBBIKOB YIIPABIISIEMOTO MOYEHMCIYCKaHUS U (HOpMU-
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Tabauya 2. IaHaMMKa nOKa3aTeis «KOJIMYECTBO IMU30/10B SHYPe3a B HENIENNI0» N0 BCEM rPYNNaM OJHOBPEMEHHO
Table 2. Dynamics of the indicator «<number of episodes of enuresis per week» for all groups at the same time

Hcrounuk Bapuanuu SS df MS F P i Iy MomnocTb
iiﬁg?ynHOBaﬂ Bapuauus, B TOM 81.9 89
rpymnma 17,61667 2 8,80833  11,92105 <0,001  0,2151 23,84211  0,993721
olIMoKa 64,28333 87  0,738889
El:(})l;p(l{/lgﬁgnomﬁ Bapuaius, 1148 270
BpeMs 983,3444 3 327,7815 604,2446 <0,001 0,87414 1812,734 1
rpymma*Bpems 23,07222 6 3,84537  7,088699 <0,001 0,140124 42,5322  0,999681
onmoKa 141,5833 261 0,542465
HNroro 1229.,9 359

pOBaHMSI 3pEJIOTO THUIA KOHTPOJST Haa HUM OCOOYIO
BaXXHOCTb TIPUOOPETAIOT TPU OCHOBHBIX (DaKTOpa: yBe-
JINYeHUE €eMKOCTH MOYEBOTO TY3bIps UIsT 00ecTieueHUsT
ero pesepByapHOU (PYHKINU M 3aKperuieHrue (PyHKIINU
yIep>XaHusI MOYM BO BpeMsl cHa [5—7].

CpaBHeHMe TIOKa3aTeNs «KOJMYECTBO SIMU30I0B SHY-
pe3a B HeeJio» y BeexX JAeTell COUeTaioch C YBETMIeHUEM
BO3pacTa «IPUYIEeHUsT K TOPIIKY». [1o cTaThcTUYecKoMy
ToKa3aTeJTio «MeXTPYIIIOBast BApUallvst» OTIINYUS Y JeTei
Bcex 3 rpyrnm mpaktudecku He Obuto. Ilokasarenb mex-
rpynmnoBoi Bapuauuu 81,9 cBUIETEICTBOBAI O TIO3THEM
10 CPaBHEHMIO C (PU3MOJIOTMYECKON MOTPEeOHOCTHIO (hop-
MMPOBaHUH YITPABJISIEMOT0 aKTa Moyeuctyckanust. B 82%
clyyaeB MCKJIIOUEHME abCcopOMpylolero Oefbs y jaerei
HauMHAaJIOCh B BO3pacTe 0KoJ10 3 jieT (Tabir. 2).

3aknovyeHue

IMepBoHauaabHasg CcTaOMIbHAS BO3MOXHOCTH KOH-
TPOJIA 32 MOYEHMCITYCKAHUEM B THEBHOE BPEMST TOSIBJIS-
ercsl y OOJIbIIMHCTBA JieTeil B Bo3pacTe 12—18 mec. Dra
BO3MOXHOCTh KOHTPOJISI TOJKHA KaXKIOTHEBHO CHUTYya-
LIMOHHO TOAKPETIISATECS POAUTEIsIMUA. Halm manueHTsI
He TOJYYMJIM TaKOU MOIIEPXKKHN OT pomuTeseii. BmecTo
YYacTUsI B CTAHOBIIEHUUW 3pEJIOT0 THUIA MOYEHUCITyCKa-
HUS TeTH TIPONOJDKAIM HOIeHWe moary3HukoB. dasza
Pa3BUTHSI KOHTPOJIST Haj TPOILECCOM MOYEUCITYCKAHMS
BO BpeMsI CHa SIBJISIETCSI caMO# CJIOXHOU. Drta (aza —
MTPOJIOJDKEHNE THEBHOTO TOBENECHYECKOTO CTEPEOTHIIA.
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AHa/m3 (hakTopoB pucKa (hOpMUPOBAHKS HEAOCTATOYHOCTH M Aedumura BuTamMuHa D y nereid

JM. Ilanacenko’, K. B. Hegpedosa', T.B. Kapuesa', X.A. @adeesa’, 1.A. Onadene’, H.B. Jleonosa’
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Analysis of risk factors for the formation of insufficiency and deficiency of vitamin D in children

L.M. Panasenko’, Zh.V. Nefedova’, T.V. Kartseva', Kh.A. Fadeeva', D.A. Oladele’, N.V. Leonova?

'"Novosibirsk State Medical University, Novosibirsk, Russia;
2Children’s City Clinical Hospital No. 6, Novosibirsk, Russia

B craTtbe paccMoTpenbl 0cHOBHbIE (hakTOpbl pucka ¢OpMHPOBAHUSI HEOCTATOUHOCTH U Aedunmrta BuTamuna D y neteil. Yieneno
0c000e BHUMaHHE TeYEHHIO U AMEeTHYECKUM TpPeNoYTeHUsIM MaTepH BO BpeMsi OepeMEeHHOCTH, PHeMY BUTAMUHHO-MHHEPATbHBIX
KOMILIEKCOB, MUTAHHIO PeOEHKA NMOCJIe POXKIEHNS, BUIY BCKAPMJINBAHHUSA, IOTAIMA NPeNapaToB BUTAMUHA D U POIyKTOB NPUKOpMA.
Oocaenosanbl 1246 aeteii maaauie 4 jiet, He UMEIONIMX B AHAMHE3€ YKA3aHUS HA HEAOCTATOYHOCTh BUTaMuHa D. C KIMHUYeCKUMHI
NPOSIBJICHHSIMHM PAXUTA BbIsABJIEHbI 52 pedeHKa, y Kotopsix onpenensiin 25(OH)D B chiBOpOTKe KPOBH, MPH ITOM HU3Kas obecre-
YeHHOCTDb BbisiBJieHa y 21,1%, HenocraTok Butamuna D — y 63,4%, nedmumur — y 15,3% nereii. IIpociaexuBanach B3aMMOCBSI3b
MeXIy MCNO/Ib30BAHMEM MOJIOYHBIX MPOAYKTOB, 000ralleHHbIX BUTAMMHHO-MHHEPAIbHBIM KOMILIEKCOM, COePKAIMM BUTAMUH D
U KaJIbLysl, NPUMEHeHueM JiedeOHbIX 103 BUTaMuHa D u nosbimennem yposus 25(OH)D B cbiBopoTKe KPOBH.

Karoueswte croea: demu, nedocmamounocms sumamuna D, pakmoput pucka, paxum, kaavyuii, mosounsie npooykmot, 25(0OH)D.

Ans untuposBanums: NaHaceHko J1.M., HegpenoBa XK.B., Kapuea T.B., ®aneesa X.A., Onanene [.A., JleoHosa H.B. AHanu3 ¢pakTopos pucka
¢popmupoBaHvs HegocTatodHoCcTU uaepuumta Butamuna Dy neteii. Poc BectH nepviHaron v negmnatp 2023, 68:(1): 91-96. DOI: 10.21508/1027 -
4065-2023-68-1-91-96

The article discusses the main risk factors for the formation of insufficiency and deficiency of vitamin D in children. Particular attention
is paid to the course and dietary preferences of the mother during pregnancy, the intake of vitamin and mineral complexes, the nutrition
of the child after birth, the type of feeding, the subsidy of vitamin D preparations and complementary foods. 1246 children under four years
of age with no history of vitamin D deficiency were examined. With clinical manifestations of rickets, 52 children were identified, who under-
went determination of 25(OH) D in serum, while low availability was detected in 21.1%, vitamin D insufficiency — in 63.4% of children,
deficiency — in 15.3% of cases. There was an interaction between the use of dairy products enriched with a vitamin-mineral complex con-
taining vitamin D and Ca, the use of therapeutic doses of vitamin D, and an increase in the level of 25 (OH) D in the blood serum.

Key words: children, vitamin D insufficiency, risk factors, rickets, calcium, dairy foods, 25(OH)D.

For citation: Panasenko L.M., Nefedova Zh.V., Kartseva T.V., Fadeeva X.A., Oladele D.A., Leonova N.V. Analysis of risk factors for the formation
of insufficiency and deficiency of vitamin D in children. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 91-96 (in Russ.). DOI: 10.21508/1027-4065-
2023-68-1-91-96

HeCMOTpH Ha mogBinenue B 2018 r. Haumonann-
Holt mporpamMmbl «HemoctaTouHoCcTh BUTamMuHa D
y nereit u nmoapoctkos Poccuiickoit Meneparn: cospe-
MEHHBIE ITOAXOAbI K KOPPEeKIMN», OO CUX ITOP MOXHO
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HO U KpaliHee ee TiposiBieHre — paxut [1]. OCHOBHBIM
3BEHOM TaToTeHe3a BUTAaMUH D-meduuuTHOrO paxuta
CIYXXUT HEIOCTaTOK BUTaMMHa D, KOTOpBI OTBevyaeT
3a BcachIBaHME Kayblvs, (pochopa B KUIIIEYHUKE U CUH-
Te3 KOCTHOM TKaHMU [2].

TTockonbKy yacTto pas3BuTHe 3aboJjieBaHUSI HAOJIO-
JaeTCcsl B BO3pacTe, B KOTOPOM TIPOMCXOIAT HamboJjiee
aKTUBHBIE Pa3BUTHE U CO3peBaHUE KOCTHO-MBIIIEUHOMN
CHCTEMBI, OTCYTCTBHE JICYEHUST MOXKET MPUBECTH K CTOM -
KUM BBIpaKeHHBIM HapyineHusiM. OmHako OGuosioruye-
cKasl poJib BUTaMuHa D He CBOIUTCS TOJBKO K PETYJISIIAA
Kablnii-(ochopHOTo 0OMeHa 1 MPOLIECCOB CO3PEBAHUS
KocTtHoi TKaHu [3]. CoBpeMeHHbIe HayuyHbIe UCCIIeI0Ba-
HUST MOKA3bIBAIOT, YTO BUTAMUH D MpMHUMaeT yJacTue
B IIMPOKOM CITEKTpe OMOXMMUYECKHX ITPOIIECCOB B OpTa-
HuU3Me 4denoBeka [4]. Hambosee BaxkHbIe M M3YyYeHHBIE
W3 HUX — PEryJsiys KJIeTOYHOTO LMKJIA MPAaKTUIeCKH
BCeX KJIETOK OpraHM3Ma, IMOAIepKaHre paboTocroco6-
HOCTHU WMMYHHOW CUCTEMBI (CTUMYJISIIUST (DYHKIUKA
MakpoharoB M CHHTE3a aHTUTEN), ydacThUe B CUHTE3e
MHCYJIMHA U TJI0OKAaroHa MoaXeayJIouyHOM Xeae30i, Tpo-
¢duueckoe U MeTabOIMYECKOe JeCTBUE Ha TKAHU 1IEH-
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TpanbHOUl HepBHOI cucteMbl (LIHC), perynsimst peHUH-
AHTMOTEH3MHOBOW CUCTeMEBI 1 1p. [3].

Butamun D moctymaer B opraHu3M ¢ TIUIIEH U CUH-
Te3UpyeTcsl B KOXe M3 TPENlIeCTBEHHUKOB T10J BO3-
NeCTBUEM YJIbTpa(rOIETOBOTO M3JIyYeHUs, TIPU 3TOM
yIbTpaUOJETOBbIN MHAECKC NOJKEH OBITh HE MeHee 3.
Jnst ToydeHus1 TOJKHOTO YPOBHSI BUTaMUHA HElNOoCTa-
TOYHO TOJIbKO TIpeObIBaHUSI Ha COJIHIIE, HEOOXOIUMO
TakKXe ynorpedseHue MPoayKTOB MUTAHUST, 00TAaThIX 3TUM
BUTAMMHOM; OCHOBHBIE €ro TIWIIEeBbIe MCTOUHUKU —
MOJIOUHBIE TIPOAYKTBI, pbIOa, SUYHBIA XKeJTOK [5].
Kak u3BecTHO, €CTh permoHbl TUIAHETHI, B KOTOPBIX YPO-
BeHb YJbTPa(PUOJIETOBOTO WU3JIYYEHMSI HEI0CTaTOYCH
JUIST aleKBaTHOTO HIOTEHHOTO CMHTe3a BUTamMuHa D [6].
OTO yTBEpXIEHUE XapaKTEpHO JUISI MHOTHUX pailoHOB
Poccun, pacronioxxeHHBIX BOCTOUHEE ypaTbCKOro XpeoTa.
Jnsg HUX CBOMCTBEHHBI TakuWe TPOOJEeMbl, KaK Majioe
KOJIMYECTBO COJTHEUHBIX JHEW B TOAY U HU3KUI YPOBEHb
yIbTPaOJETOBOTO MHAEKCA, 3arpsi3HeHue aTMochep-
HOTO BO3/yXa, MaJblii 00beM YIIOTPEeOIeHNS IPOIYKTOB,
ncxogHo 6orateix ButamMmuHoM D. Bee st hakToph! co3-
Nal0T OJArONPUSITHYIO TTIOYBY JUISI Pa3BUTHSI YKa3aHHOM
MaTOJIOTUY Ha 3TOM Tepputopuu [7].

Iems uccaenoBanus: olieHKa (hakTopoB prcka hopMu-
poBaHus nedunyrta BUTaMMHa D B COBpEMEHHBIX YCIIO-
BUSIX, OOECIEYeHHOCTbh WM, BBIPAXKEHHOCTh TUITOBUTA-
MMHO3a Yy JIeTelt MepBbIX 4 JIET XXU3HU U OTpeJICHe pOJIv
MOJIOYHBIX TIPOIYKTOB B KOppeKIIMKU HefpoctarouHocTu Ca.

XapaktepucTtuka geter u MeToAbl UCCeaoBaHNS

O6cnenoBanbl 1246 neteit paHHEro BO3pacTa, Haxo-
nsxcst Ha Jedennu B TBY3 HCO «[IT'Kb Ne6» u T'bY3
HCO «I'KBb Ne25» r. HoBocubGupcka, He MMEIOIIUX
B aHaMHe3e YKa3aHUs Ha HeIOCTaTOYHOCTh BUTaMuHa D.
IIpoBeaeHO aHKETUpPOBAHME POIUTENIEH C WCITONIb30-
BaHUEM CITEIMABHOTO OINPOCHMKA, C(HOPMYITUPOBAH-
Horo Ha ocHoBaHuM Australian Paediatric Surveillance
Unit [8]. UccnenoBanue nmposoauiock ¢ 2014 mo 2022 T.
Pomutensmu Bcex meTeii moanmrcaHo MTHGOPMUPOBAHHOE
corjilacue Ha o0c/ieIoBaHME.

CraTuctuyeckyro oOpabOTKy IOJyYeHHBIX JaHHBIX
TTPOBOJIMJIN C UCTTOJIb30BAaHKWEM TTakeTa IiporpaMm Micro-
soft Excel mist Windows. CpaBHUTEIbHBIN aHAIN3 KOJIU-
YECTBEHHBIX JTAHHBIX OCYIIECTBIISIIIN C MCITOIb30BaHUEM
kputepust U ManHa—YutHu, kputepus ¢ CTblofeHTA.

Bce maimeHTHl OBLIM pa3fesieHbl Ha 3 BO3pAacTHBIE
rpynrsl: 1-s rpymnma — ot 2 mec 1o 1 roga, 2-s rpymnmna —
oT 1 roga o 3 net u 3-a rpynmna — ot 3 1o 4 net. [1pu aTom
54% neteii cCOCTaBWIN J€BOYKH, a 46% — MaTbuMKU.

M3 Bcex oOcnemoBaHHBIX neTeil y 52 oTMevanauch
KJIMHUYECKUE TIPOSIBJICHUST paxuTa, Takue Kak aedopma-
LIWSI TPYAHOM KIIeTKM (KWJieBUAHAs (hopMa, BBIBEpHYTasT
HIDKHSA areptypa) — 28,8%, pebepHblie yetkn — 11,5%,
CHWXXEHHBI MBIIIEUHbI TOHYC («WISTYIIAYUid >KUBOT»
u ap.) — 48%, HapyllleHue CPOKOB U TMOCJIEI0BATEIbHO-
CTU TIpOpe3bIBaHusI 3y00B — 75%, n3MeHeHUs OOJIBILIOrO
pomHMuKa (OONbIIME pa3Mephl, HEPOBHBIE Kpas W pa3-

OPUINMHAJIbBHbBIE CTATbU

MsTYeHUe KpaeB, mo3mHee 3akpbithe) — 90,4%, nsme-
HeHue (OpMbI TOJIOBBI (KpaHMOTA0EC, OJMMITMIACKUIA
7100, monmmxouedanuyeckast dopma udepera) — 24,6%,
a Takxke TIPU3HAKMU TIPOSIBJICHUsI BETE€TATUBHOW JWC-
GyHKIMM (TIOBBIIIEHHAS TIOTJWBOCTD, Pa3IpPakUTETb-
HOCTb, TUTOXOM COH) — Yy 59,6% marmeHTOB. Y 3TUX JeTei
onpeessiin coiepxkaHrue B chiBOpoTKe Kpou 25(OH)D
METOIIOM MMMYHO(GEPMEHTHOTO aHain3a, KOHIEHTpa-
1o Kanblys 1 docdopa, 1eouHoi pocdarasbl cTaH-
JApTHBIMM METOIAMU WX OIpeleieHus. 3a HOpMaTUB-
HOe colepXaHue MeTaboInTa B CBIBOPOTKE MPUHUMAITH
30—100 Hr/mMa, o HU3KOM O0O0ECIeYEeHHOCTHU CYAWIU
no ypoBHio 21—29 Hr/ma, neduuudtT KOHCTATMPOBAIU
npu ypoBHe MeHee 20 Hr/mia [7]. OcranbHble AETH,
Yy KOTOPBHIX He OBUIO KIIMHWYECKU BBIPAKEHHBIX TPU-
3HAKOB HEIOCTATOYHOCTU BUTaMMUHA D, BOIIIN B TPYITITY
CpaBHEHMUSI.

Pe3ynbTathl M 06CcyxaeHue

PaccMoTpeHBl OCHOBHBIE (DaKTOpPBI, Mpeapacroa-
rariomime K pa3BUTHIO paxuTa, KakK y maTepu (Bo3pacr,
OCOOCHHOCTU TIUTaHUS — AeUUMT OenKa, KaJlbIus,
dochopa, ButaMuHa D, pexxuMa JHS — TUMOAWHAMMUSI,
HeIOCTaTOUYHAs WHCOJISIIUS BO BpeMs OepeMEeHHOCTH
U KOPMJICHUSI TPYyIbl0), TaK M Yy pebeHKa (poxkaeHue
B OCEHHE-3UMHUI TepUo, HETOHOIIEHHOCTh U MOp-
GodyHKIIMOHATIbHAA HE3pPEIOCTh, XapaKTep BCKapM-
JINBAHUS, HETOCTATOYHOE MpeObIBaHWE Ha CBEXXEM BO3-
Jyxe, MaJiasi IBUTraTtejibHasi akTUBHOCTD) [8, 9]. V nerei,
POIVBIINXCS B OCEHHUE W 3UMHKE MECSIIbI, B CEBEPHBIX
IIUPOTaX OCOOEHHO BBICOK PUCK Pa3BUTHS AePUIINTA
BUTamMuHa D, Tak KaK He TOJIbKO KJIMMaTUYECKUe YCIIO-
BUSI HE TO3BOJISIIOT IJIUTEIBHO HAXOIUTHLCS BHE TTOMe-
LIEHWS, HO U HU3KUI yIbTPa(hUOIeTOBBI MHIEKC PE3KO
OrpaHMYMBACT €ro YHIOTEHHBIN CUHTE3 [3].

YcraHOB/IEHO, YTO TATOJIOTUsI OepeMEHHOCTH Hera-
TUBHO BJIMSET Ha Pa3BUTHE TUIOAA M COCTOSTHUE pebeHKa
Mocje pOXICHUS, YBETUIMBACTCS PUCK PA3BUTHUS MaTO-
JIOTMYECKUX TPOIECCOB B PA3IMYHBIX OpraHaX M CUCTe-
Max; TIOSIBJISIETCSI TIPEIPACTIONIOKEHHOCTh K HApYIIEHUIO
dochopHo-KanbimeBoro ooMeHa u octeoreHesa [10, 11].
PaccmaTpuBasi BO3MOXHBIE (DaKTOPLI pUCKa y MaTepu,
MBI TIOJIYYUJIN CIIeAYIONIMe JaHHBbIe: CPeIHWI BO3pacT
JKEHIIMHBI HA MOMEHT HACTOSIIEH 6epeMeHHOCTH COCTa-
Bua 25,013,9 rona; ykazaHusi Ha BO3pacT MaTepu MOJIOXKeE
18 stet u crapiue 35 et OblM Y 4,2% NalLMEHTOB.

YcraHoBieHo, uto 6Gosmee 50% >XKEHIIWH BKITIOYATU
MOJIOYHBIE TIPOAYKTHI B €KEeTHEBHBIN PallMOH Ha TIPOTSI-
JKeHUM Beeil 0epeMeHHocTr. Hanbonee yacto yrmorpeoisi-
eMBbIMU TIPOAYKTaMU OBbLTM TBOPOT M ChIp. ButamMmHHO-
MHWHepaJTbHble KOMIUIEKCHI BO BpeMsl 0OepeMeHHOCTH
perynspHo monydanu 50% xeHmuH, 30% KeHIIUH yKa-
3aJIM Ha 3MU30JUYECKUE U KOPOTKME Kypchl U 20% oTme-
TWJIU, YTO He TPUHUMAIM 3TH MpOmyKThl. [IpoaHanm-
3UPOBAaHBl PEXMMHBIE (DAKTOPBI, Tpeapacroiararolime
K HapylleHWIO comepXaHus BuTamuHa D y pebGeHka:
HeJIO0CTaTOYHAas WHCOJSUNS W TUMOAWHAMUS KEHIIMHBI
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BO BpeMsl OepeMEeHHOCTH. YCTaHOBJIEHO, UTO BCe MaTepu
BO BpeMsT OepeMEeHHOCTH e€XXeTHEBHO TTPeObIBaii Ha CBe-
JKeM BO3Iyxe IpOHOJDKUTENbHOCThIO 1,5+0,3 4, BMecTe
C TeM HU3Kasg (pu3nUeckass aKTUBHOCTb HaOJIOmaIach
y 70% GepeMeHHBIX. B cBOIO 04epenn, MpHu pacCMOTPEHUH
dakTopoB pucka y pebeHKa KapTUHA ObLIa CJIeIYIOIIEi:
10 pe3yJibTaTaM HallluX UcciaenoBaHuit, 54% neteii ponu-
JINCh B OCeHHe-3uMHMIT Tiepuon. Kpome Toro, poautenu
72% W3 HUX OTpaHUINBAJIN MTPeObIBAaHNE CBOMX JeTell BHE
TTOMEIIEHUST B CBS3U C KITMMATUIECKUMU YCJIOBUSIMU.
INomyyeHHbIe qaHHBIE TIOKA3aJIM, YTO Y MaTepeil oocie-
JIyeMBIX JIETEl YacTO BBISBISIIACH TIATOJIOTHS OepeMeHHO-
CTH: TOKCUKO3 B TIEPBYIO TTOJIOBUHY GepeMEHHOCTH OTMEYEH
y 10,0% matepeii, BO BTOPYIO ITOJIOBUHY O€PEMEHHOCTH —
y 43,2%, yrpo3a npepbiBaHusl GepeMeHHOCTH — v 34,4%);
aHemust 6buta ycraHosieHa y 40,0% OepemeHHBIX. [Tpu-
3HAKW XPOHUYECKOW BHYTPUYTPOOHOM TUITOKCUM TLIOAA
nuarHoctupoBaHbl B 42,0% ciydaeB. Y 47,6% XeHIIMH
MMeNach SKCTpareHUTalIbHAs TaTOJOTHS: 3a00JIeBaHUs
cepneyHo-cocynucroii (16,4%), snmokpuHHoi (15,6%),
moueniofioBoit  (15,6%) cucrem. OtmeueHo, uto 3,2%
SKEHIIMH JI0 HACTOSIIIEN OepeMeHHOCTH TepeHecIn 3a00-
JIEBaHUSI, Tiepemaroecss TPEeUMYIIECTBEHHO ITOJIOBBIM
myteM (cubuInC, TpUuxoMoHuas), u 4,8% — Tokcorias-
Mo03, 8,4% — LUTOMETaJloOBUPYCHYIO MH(pEKLMIO, v 28,8%
BO BpeMsT OepeMeHHOCTH MMeJlach KaHIUIO3HasT WH(eK-
1M TTOJTOBBIX TTyTeit. OT mepBoit 6epeMeHHOCTU POAWINCH
54,4% ob6cnenyembix gereit. Y 39,6% wmarepeit MmMescs
OTSATOILICHHBIN aKYIIePCKO-TUHEKOIOTUUECKUI aHaMHe3
(MemummHCcKKre abopthl Y 24,0%, Beikunbimn — y 10,0%,
pexe MepTBopoxkaeHue — Y 2,4%, 3amepliast U SKTOIYe-
ckast 6epeMeHHOCTb — y 3,2%). HeGnaronpusiTHoe Te4eHne
pPOIIOB, a MMEHHO: TIPEXIEBPEMEHHOE OTXOXIEHHUE OKO-
JIOTUIOAHBIX BOJ, ObIIO Yy 6,4% pOXeHUI, ObICTphIE, CTpe-
MUTENIbHBIE POABl — Y 5,6%, c1abOCTh POJOBOI JAESATENb-
Hoct — y 10,0%. ¥ 8,0% >XeHILMH MpoBeIeHO KecapeBo
ceuenue, B 11,6% ciydaeB BO BpeMsl pOJIOB MPUMEHSITUCH
akymepckue nocodusi. Hannune nepuHaTaibHOM MaTosio-
M1 oT™MedeHo y 16,4% neteii (achukcust — 9,6%, remo-
JThdeckast 6oie3nb — 4,4%, ponosast TpaBma — 2,4%).
M3BecTHO, 4YTO HENOCTATOYHBINA YpPOBEHb BUTaMHUHA D
y MaTepeii HeraTMBHO BJIMSIET Ha TeueHUe OepeMEeHHOCTH,
3HAYUTETHHO TIOBBIIIAETCS PUCK Pa3BUTHSI MPEIKITAMIICHUH,
IJIalleHTapHOM HETOCTaTOYHOCTU, PUCK Pa3BUTHS WH(MEK-
LIMM TIOJIOBBIX TIyTe U JIp., B HaJbHEMIIIEM 5TO OKa3bIBacT
HeTaTUBHOE BIMSTHYE Ha 300pOBbe peOeHKa B ToM umcie [9].
AHaJIN3 TeHeaJOrnYecKOro aHaMmHe3a XU3HM TToKa-
3aJ1, 4TO y GIVDKAMIIMX POACTBEHHUKOB HanboJiee 4acTo
oTMevajach TATOJIOTHS XKETYIOYHO-KUIIEYHOTO TpaKTa
(28,8%): XpoHWYECKMI TacTpUT, SI3BeHHasT OOJIe3Hb
KeTyaKa W JIBEHAaIUATUTIEPCTHON KWIIKM, 3a00JieBa-
HUST TICYEHU U KEJTYEBBIBOASIIMX MyTeil. AJieprude-
cKue 3a00yIeBaHUsI TIO YaCTOTe 3aHUMAaJI BTOPOE MECTO
1 Habmonanmich B 26,8% cemeit. 3abojieBaHUST OPTaHOB
SHAOKPUHHON cucTteMbl oTMedaiuch B 24,0% ciaydyaes
(caxapHbiit muabet y 11,6%, 3a6oneBaHUST IIUTOBUIHON
xene3bl — y 12%, nammoyeunnkoB — y 0,4%). 3a6o-

JIeBaHUSI OPTaHOB MOUEITOJIOBOM CHUCTEMBI HWMEIUCH
B 18,0% cemeii, KOCTHO-MBIIIIEUHOM U COETMHUTEIBHOM
TKaHu — B 15,2% (0ocTeonopo3, MaToJoTHsI CyCTaBOB,
paxut B aHamHe3e y 5,1%). 3abosieBaHUsI OpPraHOB Cep-
JIETYHO-COCYIUCTOM cUCTeMbl oTMedeHbI B 11,2% cemeit,
oHKomnarosorust — B 3,2%, HepBHOI cucTeMbl — B 2,4%,
B 13,2% ciydaeB y MaTepeil 0TMeUaaoCch HAJIMUME OYaroB
XpOHUYECKON MH(pEKIMU (TOH3WJUTUT, Kapuec, NH(eK-
LIVIST MOYEBOI CUCTEMBI).

HenoHoImeHHOCTh  CIYXUT OJHUM U3 (HaKTOPOB
pucKa pa3BUTHS paxuTa. B mocieaHeM TpumMecTtpe bepe-
MEHHOCTH IUI0J TtostydaeT oT Matepu 80% Bcex HYTpUEH-
TOB, B TOM 4yncJe Kaablnsa. COOTBETCTBEHHO YeM MEHbIIIe
CPOK TecTaluy pebeHKa TpW POXIECHWHU, TeM Yy HEro
60Jice BBIpaKEHBI OCTEONEHUS U MPEAPACITOIOXKEHHOCTD
K paxurty [12, 13]. ITo pe3ynbratam ucciemnoBanus, 71,2%
BCEX MallMEHTOB COCTABUJIN JOHOIIIEHHBIE NeTH (CPEeIHSST
Macca Tena nipu poxknenun 3300,4+280,2 1), 28,8% —
HEeOHOIIEHHBIE (CpeaHssl Macca Teja MPH POXICHUM
1420,1+485,1 1), y 5,6% HOBOPOXIEHHBIX OTMEYAINCh
MPU3HAKKA HE3PEJIOCTU K CPOKy recrauuu, y 8,4% —
3amepKKa BHYTPUYTPOOHOTO pa3BUTHUS MO TUTOTPODU-
yeckomy Tumy. OlieHKa 1o 1Kajie Anrap Ha 1-if MUHyTe
KU3HU Y 46,8% HOBOPOXIEHHBIX cocTaBisiia 8—10 6an-
J0B, y 52,8% — 5-—7 6ammos, y 0,4% — 3—4 Ganna.
B nepronie HOBOPOXKAEHHOCTH HAOJI0AATACh CIIEAyIOIIast
naToJjiorust: nepuHaraabHoe nopaxenue LHHC y 65,2%
JeTeil, pomoBast TpaBMa (3aKPBITHIA MEPEIOM KITIOUMIIHI,
keamoremaroma) — y 2,4%, 3aTsoKHas KenTyxa —
y 8,4%. TakuM o6pa3oM, B TeUeHUE aHTEHATaJbHOTO
Mepuoia BBISIBJIEH psII HEOJIaronmpusiTHBIX (PaKTOPOB
(HemocTaTOYHOE TIMUTAHWE, CHIDKEHHBIE BUTAMWHU3a-
LIVST U UHCOJISIIIUS, OTSTOIIEHHBIN aKyllIepCKUii aHaMHe3
W JIp.), BO3MOXHO, MPEAPACIoaralolnx B MOCIEAYIO-
IIEM K Pa3BUTHIO PaXUTa.

BceM nmeTsiM ¢ KTMHUYECKUMM TTPOSIBICHUSIMUA paxuTa
npoeneHo onpeneaeHue 25(OH)D B cbIBOpOTKE KpOBHU,
MpU 3TOM HU3Kasi o0ecrieyeHHOCTh BhigBiaeHa y 21,1%
(11 nereit, cpenu HUX 3 pebeHka miaamie 1 roma, 7 —
B Bo3pacte 1—3 ner, 1 — B Bo3pacte 3—4 Jyier), HeaOCTa-
ToK BuTaMrHa D otmeueH y 63,4% neteii (27 B Bo3pacTe
1-3 net u 6 B Bo3pacte 3—4 jer), neonuut — B 15,3%
ciyyaes (8 gereit mo 1 rona).

ConepxaHue OOIIEro KaiblMsl B ChIBOPOTKE
KpOBM B cpeaHeM cocTaBwiu 1,7 Mmosb/a (HopMa
2,2—2,65 MMoINb/NT), MOHU3MPOBAHHOTO KaJbIUSI —
0,85 mMmonb/n (Hopma 1,1—1,4 MMmosb/n), cpemHee
comepxkanue Marnusg — 0,6 mmonb/n (Hopma 0,8—
1,5 mmonb/n), comepxaHue ¢docdopa B nepudepuye-
cKoit kpoBu — 2,3 MMoJb/n (Hopma 1,3—2,3 MMoJb/i).
CpenHee conepkaHue MIEJTOYHOM (hocdaTasbl TOCTUTATIO
695+19,8 en/n. Ha anekTpokapauorpaMMe perucTpupo-
BaJIOCh yIJIMHeHWe nHTepBaja Q—T MpenMyIIecTBEHHO
3a cueT cermeHTa ST — y 28,8 % manneHTOB.

ITo maHHBIM JTUTEPATYPBI, IETU CO CHIKEHHBIM COIEP-
xxaHueM 25(OH)D B nepudepryeckoit KpoBU TOCTOBEPHO
yarie OOJIeI0T OCTPBIMU PECTTMPATOPHBIMU MHMEKITUSIMU
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[14—16]. Tlo HammMM maHHBIM, TIPOCIEKUBANIACH TIpSIMast
KOppENSIUs MeXIy HU3KUM ComepkaHueM BHTaMuHa D
B TiepudepruecKoil KpoBH, KIMHWMYECKUMU TMPOSIBICHU-
SIMM PaxyTa W TIOBBIIIEHHON YaCTOTOW Pa3BUTUST OCTPHIX
pecrnipatopHbix 3aboseBaHuii (p<0,0001). CpennHee uncio
CITy4aeB OCTPBIX PECTUPATOPHBIX BUPYCHBIX WHMEKIINIA
B TOJ B TPYIIe IeTell ¢ HU3KUMU YPOBHSIMU BUTaMUHA D
coctaBuiio 10,7£0,5, B To BpeMs KaK y JeTeii TPyIIIbl CpaB-
Henus 2,910,2. Takum oOpa3oMm, AeTH ¢ HETOCTATOYHBIM
conepxanueMm 25(OH)D B nepudepudeckoii KpoBu 6oenn
pecnMpaTOpHBIMU MHOEKIIUSIMIA TOpa3Io valle, YeM JeTH
KOHTPOJIBHOM rpymmbl. ODHUM W3 BaXHBIX (HaKTOPOB
pUCKa, MpeapacoiaralolX K pa3BUTHIO HETOCTATOYHO-
¢t BUTaMrHa D, a B JajibHEMIIeM — K paxuTy, SIBJISICTCST
HM3KOe TTocTyTuieHre ButamuHa D ¢ mumeit. [To maHHBIM
JIUTEepaTyphl, IETH, HAXOMAIINeCs Ha TPYIHOM BCKapMITH-
BaHUM, OTHOCATCS K TPYTIIe prucka (hopMUpOBaHUs Iehu-
MTa BUTaMUHA D, B omIM4Me OT JeTel, TMOydaroIinx
aganTUPOBAHHYIO CMECh BMECTO TpyIHOTO Mojioka [17, 18].

B Hamem wucciaemoBaHWM Ccpemd JeTed ¢ K-
HUYECKUMM TIPOSIBJICHUSAMU  paxuTa Ha TPYIHOM
BCKapMJIMBaHUM Haxomuiuch 34 (65%) wu3 Hux,
a Ha uckycctBeHHOM — 18 (35%). Cpenu Bcex meteid
npoduJakTUIECKyo 103y BUTamMuHa D (BomHBIN pac-
TBOp XoJeKanbliudepona) ¢ 1-ro Mecsitia XKU3HU KPYTJio-
roguaHo 1o 1000 ME/cyt nmonyvanu Tonbko 36% neteid,
500 ME/cytr — 47%, octanbHbie 17% neteir monydaiu
BUTaMUH D HeperynsipHo wiau He monydanu. CorjilacHO
Hamuonanenoit mporpamme 2018r.  «HemocraTou-
HOCTh BUTaMuHa D y peteit u nmoapoctkoB Poccuiickoii
Ddenepanu:  coBpeMeHHBIE TIOAXOIBI K KOPPEKIIUU»
PEKOMEHAYIOTCSl  CJeyIolle CYTOYHbIE JO3UPOBKMU:
1000 ME/cyt netsim ¢ 1 mec no 1 roma, ¢ 1 1o 3 netr —

Tab6auya. Tnmesas nueHHocTsh Ha 100 r MCNOJIB3yeMbIX MIPOIYKTOB
Table. Nutritional value per 100 g of product used
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1500 ME/cyt u nocne 3 ner — 1000 ME/cyr. Jlnst eBpo-
neiickoro ceBepa Poccun peKOMeHIYIOTCST CleAyIolne
MpoduIakTUIecKre T03UPOBKU: B Bo3pacTe 1—6 mec —
1000 ME/cyT, ot 6 Mec o 18 et — 1500 ME/cyT.

IMpu aHamM3e XapakTepa BBOAMMOTO MPUKOPMaA yCTa-
HoBJIeHO, 4To 38 (73,08%) neteit mosydamud TIPOAYKTHI
MPOMBIIIEHHOTO TTpou3BoAcTBa U 14 (26,92%) — npuro-
TOBJIEHHBIE MaTePSIMU CaMOCTOSITebHO. [Tpn 3TOM cpeaun
JeTell Ha MPOMBIIIITIEHHOM TipukKopMme y 36 (94,7%) otMe-
yayiach HeTOCTaTOYHOCTh BuTamuHa D, y 2 (5,3%) — Hus-
KUIi ypOBeHb BUTAMMHA. B TrpyIime meTeii, MOIyJarommx
MPUKOPM JTOMAIITHETO MpUTroToBieHus, 3 (21,4%) nmenu
HEIOCTAaTOUHbIN YpOBeHb BUTaMuHa D, 6 (42,9%) — Hu3-
Kkuit ypoBeHb 1 5 (35,7%) — nedurut ButamuHa D.

Hnst mpouIakKTUKM HETOCTaTOYHOCTH BUTaMMHA D
U KaJIbIIUsI B OpraHU3Me JeTSIM HeOOXOIWMBI He TOJIBKO
MpyeM XoJIeKalblndepoia B BUAE BOTHOTO MU Macsi-
HOTO pacTBOpa B JO3WPOBKaX, COOTBETCTBYIoNMX Harm-
OHAJILHOM TIporpaMMe, HO W YIOTpeOJieHWe B THIILY
MOJIOYHBIX Y KMCJIIOMOJIOYHBIX MpoayKToB [19]. B Haiem
WUCCIEIOBAHUY JETH TIONyYaJd MOJIOYHBIE TIPOAYKTBI
ymHelikn «PpyroHsans» (meTckoe Mojioko «DPpyroHsHs»
2,5% wn «®pyroHsHs» 6wuomakT, 6notBopor «®pyto-
Hsus») ¢ nenbto noraumuu Ca u ButamuHa D. B otcyr-
CTBUE HETePEHOCUMOCTH TIPOAYKTHI HAa OCHOBE KOPO-
BBETO MOJIOKA — BayKHasl COCTaBJISIONIAs pallioHa JeTei.
Mosnoko, TBOpOr M UX TPOM3BOIHBIC OOECIEYMBAIOT
OpraHu3M pebeHKa XXU3HEHHO Ba’KHBIMU HYTPHEHTAMH,
KOTOpbIE TIONACPKUBAIOT €ro 310pOBbe (CM. TaOJUILY).
CornacHo «HarmumoHanbHOM TIporpaMMe  ONTUMHU3AIIN
nuTaHus faeteil B Bo3pacte oT 1 roma no 3 net B Poccnii-
ckoit Denepanu» neTIM B Bo3pacte oT 12 mo 23 mec
pekomenmyercst ot 100 mo 300 M1 Mojtoka B cyTku [20].

IIpoaykT U ero numesas ueHHocTb Ha 100 r

Cocras npoaykra

netckoe MoJoko «DpyroHsiHs» ononakr «®pyroHsns» onotsopor «DpyroHsus»
VYrneBoapl, T 4,7 8,2 3,5
benok, r 2,8 2,8 9,0
XKup, r 2,5 3,2 5,0
WuynuH (mpedruoTuK), T 0,4 0,45 —
Buramun D, MKkr 1,5 — 1,5
?le}ll{eggixqiﬂ(;?ﬂm 223,2/53,3 308,6/73,7 397,0/95,0
Hoxn, Mkr 11,5 — —
Kanbimii (cripaBoYHO), MT He menee 100 He menee 80 He menee 85

MoJsouyHoOKHUCTbIE
mukpooprann3Mel, KOE/r

MosnoyHokucbie
anuao(pUIbHbIE —
nanouku, KOE/r

bubunodakrepun
(BB-12™), KOE/r

He menee 1-107 -

He menee 1-107 -

— He menee 1-10°
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B Teuenue 3 Mec neT exXeqHEBHO ITOIYJaIN JIe9eOHYI0
03y BUTaMHWHa D B COOTBETCTBMM C PEKOMEHIALIUSIMU
HarmmonanbHo# TiporpaMMbl  (BODHBII pacTBOp BUTa-
muHa D 15000 ME/mn — 10 mut). B exxenHeBHOM palioHe
KCIOJIb30BAJIOCh JieTcKoe Moyioko «DpyroHsns» 2,5%:;
KpOMe TOTO, JETH Ha HOUb IOJyYald KHUCIOMOJIOYHBIN
nponykT 6uonakt «PpyroHsans». Cpenyt KUCIOMOJIOY-
HBIX MIPOIYKTOB PETYJISIPHO MCITOJIB30BAIMCh OMOTBOPOTH
«DpyroHsHs» 6€3 BKYCOBBIX J00aBOK WJIY C Pa3IMYHBIMU
BKycamu 2—3 paza B Henenwo. [ToBropHoe obciienoBaHue
neteit mpoBoauiock yepes 3 Mec. B 90% ciyuaeB oTmeuda-
sach HopMmanuzanust conepxanust 25 (OH) D u ypoBHs
KaJIbLIMS B TieprhepUUECKO KPOBH.

3aknovyeHune

Taxum oGpa3oM, BBISIBJIEHO, UTO Ha (popMupoBaHUe
HEIOCTaTOYHOCTY U Jeduiita BUTamMuHa D y pebeHka
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KJIMHUYECKUE CJTYHAU

Bpoxknennblii TyOepKyJie3 JIerKux

HU.C. Jloneononos’, O.b. @edepsxuna’, O.M. Boancenuna®, I'I. Epoxuna’, K.A. Jleonog?,
A.O. Hlneiisaiic®, M.I. Cadpun’, M. 1O. Poixos*’

'®re0yY BO «TeBepcko rocyAapCTBEHHbIM MeaMUMHCKUIA yHuBepcuTeT» MuHaapasa Poccun, Teepb, Poccus;
°IBY3 TO «[eTckasa ropoackas knmHuyieckas 6onbHunua N21», Teepb, Poccus;

SrBY3 TO «[leTckas obnacTHas knnHudeckas 6onbHULa», Teepb, Poccus;

“Pre0Y BO «Poccuiickuii rocyaapcTBeHHbIV coumalbHblil yHuBepcuteT», Mockea, Poccus;

SOIBHY «HaumoHanbHbIi HAW obuiectBeHHOro 300poBbs MmeHn H.A. Cemaluko», Mocksa, Poccust

Congenital pulmonary tuberculosis

LS. Dolgopolov’, O.B. Federiakina’, O.M. Volzhenina?, G.G. Erokhina?, K.A. Leonov?,
A.O. Shneivais®, M.G. Siadrin', M. Yu. Rykov*’

Tver State Medical University, Tver, Russia;

2Children’s City Clinical Hospital No. 1, Tver, Russia;

3Children’s Regional Clinical Hospital, Tver, Russia;

“Russian State Social University, Moscow, Russia;;

5N.A. Semashko National Research Institute of Public Health, Moscow, Russia

Bpoxnennblii Tyoepkyine3 (BTB) — adcomorHo haTanbHoe B OTCYTCTBHE aJeKBATHOIM Tepanuu 3a00JieBaHue, TMATHOCTHKA KOTO-
POro 3aTpyJHeHa B CBS3M C MOJUMOP(HOCTBIO U HeclennUIHOCTbIO KJIMHUYECKOH KAPTHHBI, A TAKXKE OTCYTCTBHEM HACTOPOXKEH-
HOCTH y HEOHATOJIOTOB M neauaTpoB. K HacTosimemy BpeMeHn B IOCTYNHO¥ JuTepaType onucaHo meHee 500 noaTBep:KIeHHBIX CIy4aeB
BpOXKIeHHOro TyoepKyne3a. CMepTHOCTH KosieGiercs ot 15 10 33%. PanHss qMAarHoCTHKA M aieKBATHAS TePanus OKa3biBAIOT pela-
olee 3HaYeHue Ha ucxo 3a0osesanud. Ilpencrasieno omucanue 2 ciiyyaeB BPOXKIEHHOrO Ty0OepKye3a JIerkUX y HeJIOHOIIEHHbIX
JieTeil ¢ OTATOIIEHHbIM COIMAIBHBIM U CeMeiHbIM aHAMHE30M 10 Ty0epKy.ie3y. KinHuuecKasi i peHTreHoI0rHYecKasi KapTHHA 1opa-
JKeHMs JIETKUX /1e0I0TUPOBAJIN HA 27-if M 52-i IHA KM3HH COOTBETCTBEHHO. B KIMHMYECKOii KAPTHHE JOMMHUPOBAIM CUMIITOMBI IOPa-
JKeHHs1 JIETKHX: O/IBIIIKA, CHIDKEHHE HACBIEHNS (CATyPaLuH) KPOBH KHCJIOPOIOM, IOTPEGOBABILEE TEPANHI KHCJIOPOAOM, TMXOPAIKA
Y OJHOTO pedeHKa M HapyLleHue 001Iero caMo4yBCTBUSA. PeHTreHo0rnyecky onpeaensiach KApTHHA ABYCTOPOHHETO NOJIHCerMeHTap-
HOT0 MH(MWILTPATHBHOTO NMOPAXKEHUs JIeTKHX ¢ (opMUPOBaHHEM MOJOCTH JeCTPYKIMH B ONHOM ciay4ae. /IMario3 mocrasjeH nocje
obHapyxenusi B acnupare u3 xkeiyaka JIHK Mycobacteria tuberculosis. I1anpueHTbI NOJTyYa/ M TEPANuIo M0 cXeMe, NpeAHA3HAYEHHOI
it (hOpM ¢ MHOKECTBEHHO# JIEKAPCTBEHHOI YCTONYMBOCTBIO, € BKJIIOUEHHEM KJIACCHYECKHX NMPOTHBOTYOEPKY/Ie3HbIX MpPenapaTroB
B KOMOMHAIIMH C JIMHE30JUIOM, (hTOPXMHOIOHAMY, MePONEHEMOM W AMUHOIIMKO3uAaMH. VH(eKIHOHHBIi CHHIPOM Y HEOHOIIEH-
HOI0 HOBOPOKIEHHOTO0, ACCOLMUPOBAHHDII C THEBMOHMUEIH, YCTOHYMBOI K CTAHIAPTHOI AHTHOMOTHKOTEPANMH, HATHYHE TyOepKye3a
Y MaTepH, POACTBEHHUKOB MJIM CHOJIMHIOB OOYCJIOBIMBAET HEOOXOAMMOCTD TPOBEICHNSI AHAJM30B /Uis BbisiBieHust M. tuberculosis
¥ MHCTPYMEHTAJIbHOi THATHOCTHKY. PaHHsIs IMATHOCTHKA U JledeHre HeoOXOUMBI LISl y.Iy4IleHHsI MPOrHo3a 3200 1eBaHusl.

Karouesvie caoea: demu, 6podicdennblii mybepkynes, Auxopaoka, NHeGMOHUs, HeOOHOUEHHbLI HOBOPOJICOeHHbLI, Mepanusi.

Ans umtuposanus: [onrononos U.C., ®enepsikuHa O.5., BomxenunHa O.M., EpoxuHa I'."., JleoHoB K.A., LLIHeriBavic A.O., CaapuH M.T"., PbikoB
M. 0. BpoxnaeHHsbivi Tybepkynes nerkux. Poc BectH nepuHatonnneamnatp 2023;68:(1): 97-104. DOI: 10.21508/1027-4065-2023-68—-1-97-104

Congenital tuberculosis is a fatal disease in the absence of treatment. The diagnosis is difficult due to polymorphic and nonspecific
symptoms in neonates, as well as the lack of alertness of neonatologists and pediatricians. Less than 500 confirmed cases of congenital
tuberculosis have been described in the available literature. Mortality ranges from 15 to 33%. Early diagnosis and adequate therapy are
essential to improve the prognosis of the disease. Two cases of pulmonary congenital tuberculosis in premature neonates with a posi-
tive maternal and familial history of tuberculosis is presented. The clinical symptoms and radiological features started on the days 24
and 48 of life, respectively. Shortness of breath, low blood oxygen level requiring oxygen therapy, fever, and impaired general well-
being revealed. The chest X-ray revealed bilateral polysegmental infiltrative lesions with the formation of a cavity of destruction in one
case. The diagnosis was established after the detection of M. ruberculosis DNA in gastric aspirates. Patients received therapy according
to a regimen designed for multidrug-resistant tuberculosis, including conventional anti-TB drugs in combination with linezolid, fluoro-
quinolones, meropenem, and aminoglycosides. The infectious syndrome in a premature newborn associated with pneumonia resistant
to standard antibiotic therapy, the presence of tuberculosis in the mother, relatives, or siblings require a work-up for the detection of M.
tuberculosis and instrumental diagnostics. Early diagnosis and treatment are critical for improving the prognosis of the disease.

Key words: children, congenital tuberculosis, fever, pneumonia, preterm newborn, therapy.

For citation: Dolgopolov I.S., Federiakina O.B., Volzhenina O.M., Erohina G.G., Leonov K.A., Shneivais A.O., Siadrin M.G., Rykov M.Yu. Congen-
ital pulmonary tuberculosis. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 97-104 (in Russ.). DOI: 10.21508/1027-4065-2023-68—-1-97-104

COCTaBJISIIOT JeTH Mjanamre 5 jeT, a B 17% TybepKyne3
couetaetcst ¢ BUY-undeximeii [1]. [1pu aTOM BpoxneH-

yOepKysie3 TIpeNCTaBIsIeT CEPhe3HYIO IMpobieMy
OOIIIeCTBEHHOTO 3apaBooxpaHeHust. [lo JaHHBIM

BcemupHoit opraHuzaumu 3npaBooxpaHeHusi (BO3),
1/3 HaceneHust uH(QUIIMPOBaHa TyOepKysie3oM, a 20 MIH
YyeJIoBeK 00JIeIoT aKTUBHOI (hopMoii TybepKye3a. Homs
nereit B Bo3dpacte 0—14 jer ocTaeTcsi OTHOCUTEIbHO
HebGoabwoi u cocrasisgeT 1,2%, cpenn Kotopbix 80%

HBI TyOepKysie3 BcTpeyaeTcst penko: ¢ 1948 mo 1995 .
B JATEepaType OMNMCAHO TOJLKO 358 MOATBEpPKIEHHBIX
ciyyaeB, enle okojio 160 ciayuaeB — B mepuoa ¢ 1996
no 2019 r. [2—4]. CMepTHOCTb Cpenu MiIaJeHIIEB BbICOKA
u Kosebsercst ot 15 10 53% [3, 5]. Pannss quardHoctuka
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MMeeT pellarolee 3HaueHHWe, HO CJIOKHA M3-3a Hecre-
IUGUIECKNX CUMITTOMOB. BpoxXXmeHHEBII TyOe pKyJie3 pa3-
BMBaeTCS BCIIEACTBUE MHOUIIMPOBAHUS MUKOOAKTEpUEi
TyOepKyje3a BO BHYTPUYTPOOHOM Mepuone (TpaHCIia-
LIEHTApHBII MTyTh TIepeaavyr) WA BO BpeMsl HOPMaJIbHOTO
pomoBoro Tpoiiecca (acmupanuss KOHTAMUHUPOBAHHBIX
Kupkocteit) [6]. TemaToreHHOE pacrpocTpaHeHUE MPu-
BOIUT K 00pa30BaHUIO OJHOTO MM HECKOJBKUX TTEPBUY-
HBIX KOMILUIEKCOB B TIeYeHU WIJIM JIETKUX. B TO Xe Bpemst
acTMpanvsi WA TporjaTbiBaHWE WHOUIIMPOBAHHBIX
OKOJIOTUTOAHBIX BOJ MPUBOIUT K 00pa30BaHUIO TIEPBUY-
HOTO TyOepKyJIe3HOTO KOMITJIEKCa B JIETKOM JIMOO JKeTy-
JIOYHO-KUIIIEYHOM TPaKTe COOTBETCTBEHHO.

B crathe mnpencTaBieHO ONMCAHUE IBYX KIWHU-
YECKUX CJy4aeB BpOXICHHOTO TybOepKyJie3a JIerKHX
Yy  HEIOHOUIEHHBIX HOBOPOXICHHBIX, POIWBIINXCS
OT MaTepeil ¢ OTATOIIeHHBIM aHaMHe30M. MHDopMupo-
BaHHBIE COIIacUsl Ha IyOJIMKaIMI0 MaTepUasioB IOJY-
YeHBl OT POIUTENIe WM 3aKOHHBIX TpeacTaBUTENeH
MallMeHTOB.

Kmunnveckuii cayyais Nel. [Taumnentka T. oT TpeTbux
JIOMAlIITHUX TTPEXIeBPeMEHHBIX Po/10B Ha 32—33-it Henese
rectauuu ot BUY-unbunumpoBaHHoit maTepu (craTtyc
mo TyOepKyjae3y Ha MOMEHT POIOB ObLI HEM3BECTEH).
ITnameHTa ObUTa yTUIM3UpPOBaHaA Oe3 ee OCMOTpa MeIu-
LIMHCKUM TiepcoHaioM. CHOJIMHTU TIPOXOAAT JIeUYeHUE
IO TOBOMY TyOepKysie3a BHYTPUTPYIHBIX JMMbaThde-
CKMX y3JI0B. Macca Tena npu poxaeHuu 1610 r., minHa
tena 43 cm. Pomwnace 5 sguBaps 2022r. B 1-e cytkm
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UHUYECKUE CJTYHAU

JIOCTaBJieHa B OTIEJeHUE aHEeCTe3MOJIOTMM U peaHuMa-
muu JATKB Nel r. TBepu B TSKEIOM COCTOSIHUU B CBSI3U
C HEJIOHOIIEHHOCTBhIO MW HEBPOJOTMYECKUMM Hapylle-
HusiMu. C pOXXIEHUST OTMeuajach TUIEPBO30YINMOCTD,
pecrMpaTOpHBIX HapYIIEHWI He ObLIO, BBICIYIIMBAJICS
CUCTOJIMYECKMI IIyM Han objactbio cepaia. OTBom
OT BakIMHALMKU. [Ipy MOCTYIUIEHUN KOXKHBIE MOKPOBBI
GJIeTHbIE C MPaMOPHBIM PHUCYHKOM, BBIpakeHHOe Oec-
IMOKOMCTBO, YacTOTa OBIXaHW 52 B MMHYTY, B JIETKHUX
JKECTKOE JIbIXaHWe, EIWHWUYHBIE TPOBOIHBIC XPUITHI.
ToHBI cepalia cpemHeil 3ByYHOCTH, YacTOTa CEPACYHBIX
cokpaieHuit 156 ya/MuH, miedeHb +1,5 cM, ceneseHKa
He manbnupyetcsi. HeBposornueckuii cratyc: B CO3Ha-
HUW, TOHYC MBI AUCTOHUYECKUI, KPUK KOPOTKUIA,
pa3npaxkeHHBI. Pediekchl HOBOPOXKIEHHOTO HECTOM-
kue. bompmoit pomHndoxk 0,5%0,5 cM, He HaNpsDKeH,
OTKPBIT carutTajbHblii 0B 10 0,2 cm. Ilatonmorus
O pe3yJibTaTaM MPOBEIeHHBIX HEOHATATHLHOTO U ayano-
CKPUHMHTA He BBIsIBJIeHAa. Ha MOBTOPHBIX HEMpPOCOHO-
rpaduM M YJIBTPa3BYKOBOTO WCCIIEIOBAHUS OPTaHOB
OPIOITHONM TTOJIOCTU TTaTOJIOTHUSI He BhIABIeHa. Ha peHT-
TeHOrpaMMe OPTaHOB I'PYTHON KJIETKU MPU MOCTYIIJIEHU N
WHOWIBTPATUBHBIX U3MEHEHMI B JIETKUX He HalOona-
sock. TTokasatenu B NIBYX IOCIEIOBATENIBHBIX OOIINX
aHaJlM3aX KPOBU COOTBETCTBOBAJIM BO3PACTHOM HOpME.
ITo pesyabTataMm J1a60paTOPHBIX UCCIEAOBAHUI METOIOM
WMMYHO(DEPMEHTHOTO aHaIN3a BBISIBJIEHBI TTOJIOXHUTETb-
Hbie TUTpHI IgG 1 IgM K Bupycy nmmyHoneduImMTa yeao-
Beka 1-ro u 2-ro TumnoB. [Tocie moaTBepXKaAeHUs HATUYUST
aHTHUTE] TIPOBEIEHHEM WMMYHOOJOTTUHTA TAllMeHTKe
MPOBOIMJIACH TIpOGUIAKTUYECKass aHTHPETPOBUPYCHAS
Tepanus 3uIOBYIMHOM U aMUBEPEHOM B TeueHue | mec
¢ moOaBIIeHEM BUpaMyHa B TiepBbIe 2 Hell JIeYeHUs.
Oo61ee COCTOSTHUE pebeHka YXYAIIUIOCH
Ha 27-1 IeHb XW3HU:. MOSIBUJIACH JMXOpaaKa, KHMCJIO-
ponHaa 3asucuMocTh (SO, 89-90% mna armocdepHOM
KUCIOposie), Kamienb. JpIxaHne HaJ JIETKUMU TTPOBOIM-
JIOCh paBHOMEPHO, XpUIIOB He OblI0. IleyeHb yBenmmum-
nack a0 +2,5—3 cM, majbnupoBajicsl Kpai Cele3eHKMU.
IToBTOpHAst peHTreHorpadust OpraHOB TPYIHOM KIETKU
BBISIBUJIA IBYCTOPOHHIOI TTOJIMCETMEHTAPHYIO ITHEBMO-
Huto (puc. 1). IlanmeHTt nosyyan Tepanuio 1edanocmno-
pUHAMM BTOPOTO-TPETHETO TOKOJEHUsI, MEPOTICHEMOM
B KOMOWHAIIMMA C aMUKALIMHOM W JIMHE30JUIOM, TpO-
BOAWJIACh AHTUMUKOTUYECKass W WHOY3MOHHAsT Tepa-
nus. B CBSI3M ¢ OTSTOLIEHHBIN CEMEMHBII aHaAMHE30M
U PE3UCTEHTHOCTBIO K TIPOBOAMMON Teparuy TPearno-
JIOXKEeH BPOKIEHHBIN MMCCEMUHUPOBAHHBIN TyOepKyse3
Jlerkux. B ananmzax KpoBu obOpaliiajii BHUMaHWe aHEMMST
I crenenu (remornooun 93—105 r/n), nepcUCTUPYOLINI
HelTpodmIbHbIN NeiikounTos (13,8—21,7)-10°/1. OTme-
yeHo yBenmuyeHue C-peakTuBHOro Oejika g0 39 wmr/m.
Macca Tena pebeHka Ha 36-if JIeHb XKU3HU COCTABIIsIa
2400 r (+790 1), MOCTKOHIENTyaJlbHBI BO3pacT —
37—-38 nHen. K neyenumio moOamieH JIeBO(JIOKCAIIUH.
Tyb6epkynuHoBast mpobda ¢ peKOMOMHAHTHBIM aHTUTEHOM
JwuackuaTtect 0,1 MJI maja OTpMIATENIbHBIN pe3yJbTarT.
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TN P-uccnenoBanme MpOMBIBHBIX BOJ, KeJdyaKa Ha 34-ii
JIeHb XXU3HU 1 IBYKPAaTHOE MUKPOOMOJIOTHYECKOE UCCITe-
noBaHMe MaTepuana Ha 36-i1 u 39-i1 THU KU3HU BBISI-
Buiu M. tuberculosis B Huskom tutpe (5 KYM 100 11/3p).
B Bo3pacte 36 mHeii BoicTaBieH muarHo3: P37.0. Bpoxk-
JIEHHBIN TyOepKyJe3, IByCTOPOHHee TTOpakeHHUe JIETKHX,
MUKoOaKTepust TyoepkyJesa (+).

OO61iee COCTOSIHME — TPOTPECCUBHO  YXYALIAJIOCHh
32 CUET CHUMIITOMOB JIBIXaTeJIbBHOM HEIOCTATOYHO-
ctu. JleBouka mepeBefieHAa B OTAEJCHHE aHECTE3MOJIO-
TMU U peaHUMMalli YYPeXIeHUs BTOPOTO YPOBHSI, Tie
B HACTOsIIIIee BpPeMsl TMOJIydaeT Crelr(pUUECKYIO MPOTH-
BOTYOEpKYJIE3HYIO Teparnuio pudaMIULIMHOM, THUpa3u-
HaMUIOM, MOKCH(DIIOKCAIIMHOM, JIMHE30IUIOM U aMUKa-
HOM. COCTOSTHME TTAalIMEHTKY Ha MOMEHT HaIlCaHUsI
CTaTbW OCTAETCST CTAOMIIBHO TSIKEJIBIM 32 CUET IbIXaTelTh-
HOI HEIOCTATOYHOCTH.

Marb pebeHKa yMepsia OT TSKEJI0TO MYJbTUCUCTEM-
HOTO BOCTAJIMTEJILHOTO CHHApOMa Ha (oHe WH EK-
mun COVID-19 u obGoctpeHusi TyOepkyJie3a JEeTKUX
Ha 43-11 1eHb Iocjie poIaoB.

Knnnnyecknii cmygaii Ne2. [TarmeHTka A. OT BTOPBIX
JIOMAIITHUX TIPEXIeBPEeMEHHbBIX poJI0B Ha 34—35-i1 Henene
20.05.2019 r. Macca nipu poxnenun 1700 r, niuHa Tena
45 cm. Y matepu ¢ 2015 r. 1MarHOCTUPOBAH TUCCEMUHM-
pOBaHHBIN TyOepKysie3 Jierkux (MUKoOakTepusi TyOpe-
kyne3a +). C 2017 r. XeHmyHa y pTU3MATpa He HAOIIO-

Puc. 1. PenrtrenorpaMma OpranoB TPyIHOl KIETKM Namu-

entkn T.: JBYCTOPOHHSISI MOJIMCErMEHTAPHAS IHEBMOHMS
KaK MposiBJieHHe BPOXKIEHHOrO TyOepKyJie3a JIerkux.

Fig. 1. Chest X-ray of patient T.: bilateral polysegmental pneu-
monia as a manifestation of congenital pulmonary tuberculosis.

Joneononos U.C. u coaem. BpoxeHHBII TyOepKyJIe3 JerKuxX

Janach M CIelIu(UYecKylo Tepanuio He TMoJyJaa.
ITnaneHTa GblTa YHUYTOXEHa 06e3 ee OCMOTpa Meau-
LIMHCKUM TiepcoHanoM. PeGeHoK mocTaBiieH B OTaele-
Hue aHectesuonoruu u peanumauuu 'BY3 JIFKB Nol
r. TBepu Ha 1-e cyTku xXusHu. [1pu noctyruieHuu od1ee
COCTOSTHUE TsIKesloe, OOYCIOBIEHHOEe HEIOHOIIEHHO-
CTBIO M HaApYUIEHUSMU B HEBPOJOTMYECKOM CTaTyce
(CMHIPOM YIHETEHMS ¢ 3JeMEHTaMU THIIEPBO30YINMO-
ctu). bonbioit porauyok 1,0%1,0 cM, pediekchbl HOBO-
POXIECHHOTO BBITIOHSAIOTCA M30MpATEbHO, MbIIIEY-
HBII TOHYC CHWXXeH. Ham JlerkuMu TmepKyTOPHBIN 3BYK
¢ KOPOOOYHBIM OTTEHKOM, B3AyTHE TPYIHON KIIETKH.
JIpIxaHue TIPOBOAMIOCH BO BCE OTIENbI JIETKUX, XPUITBI
He BbICAymMBaauch. Yactora apixaHuit 50 B MUHYTY.
ToHBI cepana rpOMKHUE, CUCTOJIWYECKUI IIYyM BO BTO-
poM Mexpebepbe. YacToTa cepaeyHBIX COKpalleHU
150—160 yn/muH. TTeyeHb +2 cM HUXe peGepHOI IyTH,
MaJbIIMPOBAJICS Kpail cele3eHKU. Ha peHTreHOoTpaMMme
OpPraHoOB TPYIHOUW KJIETKHM TPU TOCTYIJICHUU MaTOJO-
rusi He BBIsIBIeHa. MapKepbl BpOXKIEHHBIX MHOEKIINIA
(TORCH) orpuuarenbHble. BHyTpukoxHast TyOep-
kynuHoBasi mipoba ¢ 2 TE 23.05.2019 r. orpunarenb-
Hag yepe3 72 4. Bakmmnaumsa BLI2K He mpoBomgmmacsk.
ITocne koHcymbTaluu (TU3MATPA, AUATHOCTUPOBAB-
IIeTO CeMEMHBII KOHTAKT I10 TyOepKyJie3y, HauaTa Tepa-
nus GTUBa3zuIOM. AHaJIU3bl KPOBU A0 3 Hem KU3HU
0e3 matojioruu. B Bo3pacre 1 mMec BoIsiBJIeHa aHeMus |
crerneHy (reMoryioouH 92 r/i) u eiikounTtos no 14,6107
/71 6e3 U3BMEHEeHU B JielikouuTapHoit opmyie. B nanb-
HelileM aHeMusl TiporpeccupoBaia 1o 83 r/n 6e3 Kiu-
HUYECKU 3HAYUMBIX U3MEHEHU B KOJIMYECTBE TPOMOO-
LIUTOB U JIEHKOIIUTOB.

B Bospacte 52 nmHS XKM3HM TIOSIBUJIMCH OJBIIIKA
10 65 B MUHYTY U HETIPOAYKTUBHBIN Katienb. [Tpu peHT-
reHorpacn OpraHOB TPYIHON KJIETKU BBISIBJIEHA IBY-
CTOPOHHSTSI TTHEBMOHUSI B HUXKHUX JOJSX U B BEepXHE
JIoJIe CJIeBa ¢ TUTIOBEHTWISILIME! B BepHeil moJie cripaBsa.
PeGeHok ObUT  TIOBTOPHO OCMOTpPEH  (DTU3MATPOM,
HO IMarHO3 BPOXIEHHOIO TyOepKyJie3a He ObUl BbICTaB-
JeH. DusuKaibHble M3MEHEHUsI B JIETKUX HE BBISB-
neHsl. [IpoBeneHbl 3 Kypca aHTMOAKTepUaIbHOM Tepa-
nuu 6e3 apdexra. 3a Bpemst JieueHUsl 0011ee COCTOSTHUE
pebeHKa OCTaBaJIOCh CPETHETSIKEIbIM 0e3 OTpUIIaTe Th-
HOW IWHAMUKU. YUYUTHIBasi MepUHATAbHBIM KOHTAKT
0 TYyOepKyJie3y, K JISUeHUIO TO00ABUIN N30HMA3UIT, aMU-
HOCAJTUIIVIIOBYIO KUCJIOTY M JIeBO(MIIOKCAIIVH.

B Bo3pacte 75 nHeii cocTosiHUe pedeHKa pe3Ko yXyi-
IIWJIOCh, HAOJI0JAT0Ch YCUJIEHWE ONIBIIIKU, OPOHXO-
OOCTPYKTUBHBIN cuHIpoMm, necatypauus (SO, 90—92%
Ha aTtMocdepHOM Kuciopoae). Ha peHTreHorpamme
OpPraHoOB T'PYIHOM KJIETKM COXpaHsIaCh O4aroBO-CIIUB-
Hasi MHWIbTpALUs U BIEpBbie OTMEYeHO (POPMUPO-
BaHUE TIOJIOCTU IeCTPYyKIMU B BepxHe#t noje. Ha ¢one
VXYAIIEHUS] COCTOSIHUSI pebeHKa M B CBA3M C OTCYT-
CTBUEM TIOJIOKUTEbHOM PEHTIeHOJIOTUYECKON TUHA-
MUKM OBILIO pelieHo o0cienoBaTh pebeHKa B IENsIX
BBISIBIIEHUSI BpOXIeHHOTro TyOepkyne3a. Ilpm aHa-
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JIN3e MPOMBIBHBIX BOJ Xenynka MetogoMm Gene Xpert
Ha 96-i1 nenb xu3Hu JHK MukoGaktepuu tybepKyiiesa
He oOHapyxXeHa. MeToloM JTIOMUHUCLIEHTHONH MMKpPO-
CKOIMMU OOHApyXeHBbI KOJOHWU KHCIOTOYCTONIUBBIX
oakrepuit 4 KYM B 100 11/3p, 0qHaKO AMAarHo3 BpPOX-
JIIEHHOTO TyOepKyJe3a He ObIJI BICTaB/ICH (bTU3NATPAMU.
UYepes 7 nueit (102-i1 AeHb XKM3HM) TPU MOBTOPHOM aHa-
Ju3e acrnupara u3 xeiaynka ooHapyxeHa JIHK muko-
bakTepumn TyOepkyne3a meromom Gene Xpert. Hamm-
yne M. tuberulosis TONTBEPXKACHO PaTUOMETPUUECCKUM
metonoM BACTEC. Bbakrepuonormyecku oOHapyKeHa
MukobakTepus Tyoepkynesa (5 KYM B 100 n/3p), pe3u-
CTEHTHas K pUDaMITUILINHY.

BroicraBnen mguarno3: P37.0. BpoxmeHHBIN TyOep-
KyJie3, MukKobOakrepuu TyOepkyinesza (+), TyOepkyses
BHYTPUTPYIHBIX JMMbaTUdecKux y3iaoB. [Ipu aHanmmse
JIEKapCTBEHHOW UYYBCTBUTEJIBLHOCTU OOHApyXeHa IIUpo-
Kasl JIeKapCTBEHHasl yCTOMUMBOCTh K m3oHuasumy (H),
pudammuuuny (R), nupasunamuny (Z), odiokcalmHy
(0Ofl), kanamumny (K) n kanpeomutimny (Cap). Jlekap-
CTBEHHAs YYBCTBUTEJIBHOCTb COXpaHeHa K JIeBO(IIOK-
caimny (Lev), amuHocanumunosoii kuciore (PAS),
npotrnoHamuny (Pt). HazHauena tepanus: quHe301I,
aMMKaIlMH, aMUHOCAIMIINIIOBAs KUCIOTa, MOKCUMIIOK-
calvH, TMpasuHaMua. KommbloTepHass ToMorpadust
IPYIHOM KJIeTKU B oKTsI0pe 2019 r. mpogeMoHCcTpupoBaia
OOIIMpHBIE 30HBI WHGUIBTPAIMA, MHOTOUYMCIEHHBIE
MPONYKTUBHBIE, TIPEMMYIIECTBEHHO IapaBa3ajibHbIe,
oyaru 70 4,5 MM 1 KOHIJIOMepaThl OpOHXOTYJIbMOHAIb-
HBIX, MapaTpaxealbHbIX U OU(PYPKAIIMOHHBIX JTUMMaT-
YecKuX y3510B. Ha KOMIbIOTEpHOI TOMOTpaMMe OpraHOB
OpIOIITHOW MOJIOCTH OOHapyXXeHa M30JUpOBaHHas Terna-
TOCTIJIEHOMET AT,

KJINMHUYECKUE CJTYHAU

ITocne 6 Mec Tepamuu Ha  MYJBTUCITHPATb-
HOI KOMITBIOTEPHOU TOMOTpaMMe TPYIHOU KIETKHU
ot 10.03.2020 r. oTMeueHa BbIpaxkeHHasl TOJIOKUTETbHAsI
JMHAMKUKa, COXpaHsuiMch B S4,5,6 cripaBa MHOTOYMC-
JICHHbIE MeJIKHME 0 3 MM TIPOIYyKTUBHbIE OYaru, ciieBa
B S5 — eOWHWYHBIM TMPOMYKTUBHBIN OdYar pasmMepoM
mo 2 MM. B 3amHmMX cermeHTax ¢ 00emX CTOPOH OIIpe-
NESTUCh  YYacTKU IMHeBModuopo3a. bpoHxomyiabsMo-
HaJIbHBIE Y3JIbI C 00EUX CTOPOH HECKOJbKO YBEJIWYEHbI
¢ MEJIKUMHU 10 2 MM KaJlblIMHaTaMu. [lapaTpaxeanabHbie
n O6udypkalMoHHbIe JUMbaTUIYecKre y3Jbl HE YBEJM-
yeHbl. KOCBEeHHBIE TIPU3HAKU JIETOYHON TUIEPTEH3UU
(puc. 2). B Bo3pacte | roga 3 Mec Macca Tesna pebeHka
7550 r. PazBuBaetcs 1o Bo3pacty: cuaur ¢ 8 mec, B 1 ron
XOIUT C TomnepxkKoi, 3yboB 12. Ham nerkumu 1mys-
pWIbHOE IbIXaHWe, XpPUIIOB HeT. [lapeHXWMaTo3HbIE
opraHbl He yBeJM4eHbl. PeOeHKy ObLIM Ha3HAYeHBbI OTle-
KYHBI, ¥ OHa nponposrkaia JeueHue B ®I'BY «<HMMUAILI
®ITU». Ha xomrmbioTepHOi ToMorpamme uepe3 10 mec
(14.08.2020r.) oOT Hayajna Tepanmuu OTPULIATETbHON
NUHAMUKW HEe BbIABIEHO. B Hacrosiiee Bpemsi cOCTOSI-
HUe pebeHKa YIOBJIETBOPUTEIbHOE, PA3BUTHE MO BO3pa-
cty. [Ipu3HaKoOB aKTUBHOTO TYyOEpKYJE3HOTo Mpoliecca
HeT. InuTenbHOCTh crieliGuiecKoii Teparuum cocTaBuiIa
12 Mmec, Tipu 3TOM SIBJIEHWI TOKCUYHOCTU BbIlie | cre-
TMEHU CO CTOPOHBI OPTAHOB U CUCTEM HE OTMEYAJIOCh.

OOcyxaeHue

BpoxxneHHBII TyOepKyne3 IpeacTaBiIsieT 3HAUNTEIhb-
HBIE CJIOXKHOCTH IJIsI TMAaTHOCTUKM TeauaTpaMy M HEo-
HATOJIOTaMKU B CBSI3M C TeM, UTO BCTpedaeTCsl KpaliHe
PEAKO M OTIMYAETCST TTIOJIMMOP(GHOCTHIO CUMITTOMATUKM.
BospacT Hayana BpoXIEeHHOTro TyOepKysie3a HeoIuHa-

Puc. 2. KoMnboTepHas TOMOrPAaMMa OPraHoB IPYIHO# KJIeTKH MANMEHTKH A.: cocTosuue nocje 10 Mec mpoTMBOTYO€EPKYIe€3HO# Te-
pamuu (pexxkum IV).

a2 — TOHKMMH CTPEJKAMHM OTMEYEHbI KAJIbIMUHATHI B OPOHXOIMYIbMAHAIBHBIX JTMM(ATHYECKUX Y3/1aX, TOJCTBIMU CTPEIKAMH — Hie-
pudponxua bHasa HHGUILTPanus, ciieBa Ha (hoHe hopmupyronierocst mueBMo(uopo3a; 6 — cjeBa (TOHKas CTPeJIKa) — MeJIKHe CO-
JIM/IHBIE 0YATH B CPeIHeil 1o0Je, cnpaBa (TOJCTAs CTPesIka) — MepHOPOHXOBACKYJISAPHAS MHQWIBTPANNS JIETOYHON TKAHH, YIACTOK
nHeBMoGuopo3a.

Fig. 2. CT scan of the chest of patient A. Condition after 10 months of anti-tuberculosis therapy (mode IV).

a — thin arrows — calcifications in the bronchopulmonary lymph nodes. Thick arrows — peribronchial infiltration, on the left against
the background of developing pneumofibrosis; 6 — left (thin arrow) — small solid lesions in the middle lobe. On the right (thick ar-
row) — peribronchovascular infiltration of the lung tissue, area of pneumofibrosis.
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KoB. HOBOpOXXIEHHBIE ¢ BPOXIEHHBIM TYyOEpKyJIe30M
MOTYT UMETh CUMITOMBI yXXe TIPU POXIECHWH, OTHAKO
yalle KJIMHUYECKHE TPOSIBIeHUs NeOI0TUPYIOT B Teue-
HUE HECKOJbKUX THEW WM HeNeNlb IOCie POXICHUS.
Bpemsi Hauanma maHudecTauuu 3a00j€BaHUS 3aBUCHUT
Kak OT TyTH MHQUIIMPOBaHUS pedeHKa, TaK U OT OCO-
OEHHOCTE UMMYHHOI CHUCTeMbI HOBOPOXIEHHOTO [7].

CpenHuil BO3pacT Hayaja BPOXIEHHOTO TyOepKy-
Jie3a cocTapisieT 24 aHsl XU3HU pebeHka (auamnas3oH ot |
1o 84 nHelt), ofHAKO Y HEKOTOPBIX MAIIMEHTOB CUMITTOMBI
He pa3BUBAJIUCh 0 3 MeC TOCJie POKACHUS WU JOJIbIIe
[8—11]. Camast OGosblasi TPOAOKUTEIBHOCTD MEXIy
pOXIEHWEM W TIOSBJIEHUMEM CHMIITOMOB COCTaBWJIA
154 nust [12]. JaHHbIE JUTEpaTyphl yKas3bIBalOT Ha TO,
4710 Y 67% TallMEeHTOB CUMIITOMBI Pa3BUBAIOTCS B TEUEHUE
3 Hen mocie poxkaeHust. [1py 3TOM MalMeHTHI, Y KOTOPBIX
CHUMIITOMBI Pa3BUJIUCh B TeUEHUE MEPBBIX 7 AHEH, COCTaB-
0T 20% Beex ML ¢ BPOKIEHHBIM TyOepKyJie3oM |3, 6].
MmeeTcst TO3UTUBHASI KOPPEJISILIVS TSKECTH MH(MEKITNOH-
HOTO TIpoliecca M BpeMeHU TOSIBJIEHUST TTEPBBIX CUMIITO-
MoB. S.M. Slattery u coanrt. [13] ommcaan HOBOPOXKICH-
HOTO C BPOXIEHHBIM TYOESpPKYJI€30M, TMarHOCTUPOBAHHOM
Ha 2-e CYTKM TIOCJie POXKIEHUsI, JedeHUe KOTOPOTo Tpe-
60oBaji0 TIPOBEACHUST BA30OIPECCOPHOM Tepariu, MCKYC-
CTBEHHON BEHTWJISILIMM JIETKUX M B UTOTE DKCTPAKOPITO-
payIbHOI MeMOpaHHOI OKCUTEHALVH.

Kaunuueckas kapmuna. Haubonee pacripocTpaHeH-
HBII CUMIITOMBI U CBSI3aHHBIE C HUMU YaCTOTHI, CBSI3aH-
HbIe C BPOXICHHBIM/TIEPUHATAJIBHBIM TYOEPKYJIe30M,
0 KOTOpbIX coobmanock ¢ 1946 mo 2019 r.: pecnupa-
TopHbIi muctpecc (70%), nmuxopanka (67—70%), yse-
JINYeHUe TIeYeHN U/Uu cene3eHKu (38—67%), BAIOCTD
WA TIepUoabl pasapaxutenbHocTn (19—40%), B3myTre
xuBoTa (21—24%) wm permoHapHast JuMbaneHOTaTUs
(5—14%) [3, 11]. B 10—13% cny4yaeB pa3BUBaETCSI CyI0-
poxHBbI cuHApoMm [3]. M3-3a OTCYTCTBUSI UMMYHHOTO
OTBeTa XO3sIMHA BPOXKACHHbBIN TyOepKyJie3 IO CYyTH SIBJISI-
eTCsl CUCTEMHBIM TUCCEMUHUPOBAHHBIM TYOEpPKYJIE30M.
B undekuronHomM npouecce 3aaefiCTBOBaHbI, KaK Mpa-
BWJIO, HECKOJILKO OPraHOB, HO B TIEPBYIO Oouepe/b Jier-
kue. OnwucaHbl TakxXe creuuduueckue TOopaxKeHUs
MeYyeHu, cele3eHKU, TUMOaTUIeCKUX Yy3J0B, TOYEK,
HaIMOYEeYHUKOB, TUMYyca, TyOepKyJe3 IIeBphl, Tyoep-
KYJE3HBIA MEHUHTUT W TYOepKYJIe3HbII TEPUTOHUT
[3, 6, 14]. OcioXHEHUSIMU BPOXIEHHOTO TyOepKyJie3a
CIyKaT CENTHIUEMMSI, CUHAPOM IUCCEMUHUPOBAHHOTO
CBEPTHIBAHUS, MYJIbTUCUCTEMHBIN BOCTATUTEIbHBIN
CUHAPOM U BTOPUYHBINM TreMaTo(harouuTapHBIN JTUM-
doructuonuros [6, 8, 15]. OgHAKO 3TU KIUHUYECKUE
MPOSIBJICHUST Heceln(GUIHbI U aHAJIOTUIHBI TAKOBBIM
MpY  APYTMX WHQMEKIMOHHBIX 3a00JeBaHUSIX, TaKHUX
Kak OakTepualibHasi ITHEBMOHUS, CEICUC, TeIaTuT,
THOMHBIT MEHWUHTUT, BPOXIEHHBbIE BUPYCHbIE MH(MEK-
LMY, TOKcoTa3mo3. PdusnKanbHass KapTUHA CKyIHas,
Jaxe B cliydae OOJIBIION TUTOIIAIW MOPasKeHUs JIETKUX
U pa3BUTUS AbIXaTeJIbHON HEAOCTAaTOYHOCTU. B mccie-
JIOBaHWUM, BKIIOUMBIIEM 92 pebGeHKa ¢ BPOXIECHHBIM

Joneononos U.C. u coaem. BpoxeHHBII TyOepKyJIe3 JerKuxX

TyGepKyJIe30M, YacToTa Kallis B TpymIe ¢ HavyaloM
3a0oseBaHMsI B Bo3pacTe >14 nHel Oblia TOCTOBEPHO
BBIIIIE, YeM B TPYIIIe C HayajoM B Bo3pacte <14 mHeit
(65% mpotus 42%)=0,026). OgHaKO BHE 3aBUCUMOCTH
OT BO3pacTa Hayajia BJIaXXHbIE XPUITBl B JIETKUX BCTpE-
yanuch peako (29 u 39% cootBerctBeHHO; p=0,3,) [3].
HarmpoTtuB, matojorndeckasi XeiaTyXxa U THUIEPOMINPY-
OUHEeMUs BCTpedasach Yallle B IpyrIe ¢ paHHUM Haya-
JIOM BpoOXIeHHoro Tyoepkyne3a (32 um 14% coorBet-
ctBeHHO; p=0,04).

TMono3peHne Ha BPOXIEHHBIN TyOepKyse3 MOJIKHO
BO3HUKHYTh B CJTydyae, €CJIM Y HOBOPOKIEHHOTO ¢ MH(DEK-
LIMOHHBIM CUHIPOMOM U PEHTTEHOJIOTUIECKOM KapTUHOM
IMMTHEBMOHUY HET TOJIOXKUTETbHOM NWHAMMKKM Ha (PoHe
Teparny aHTUOMOTUKAMM IITMPOKOTO CITEKTpa JEUCTBUS.
WccnenoBanus mokaszanu, 4to y 96% HOBOPOXIEHHBIX
C BPOXIEHHBIM TYOEepKYJIe30M He HaOJI0IaI0Ch YIydIle-
HUe B TeuyeHre 96 4 1 6ojiee OT Havajga aHTUOMOTUKOTE-
panuu [16]. TTocne MckiIOYeHUsT TPUOKOBBIX MH(MEKLINI
cJIeyeT TIPEAOIOXKUTE BPOXKICHHBIN TyOepKyJie3 y IeTeit
MITafiIe 2 Mec ¢ JIMXOPanKou, ITHEBMOHMEN, TeraToCIIIe-
HOMeTaJIueil Uiu CercucoM 6e3 MO3UTHBHON TeMOKYJTb-
TYpPBI, TeM GoJiee €CIT UMEETCST COOTBETCTBYIOIINI ceMeii-
HBIU WY COLIMA/IbHBIN aHAMHE3.

B 060oux onmmuchIBaeMBbIX HAMU CIy9aeB BpPeMs MOSIB-
JIGHUsI TIEPBBIX CUMIITOMOB, 27 1 52 NIHSI XWU3HU COOT-
BETCTBEHHO, M X XapaKTep B BUIE OIBIIIKH, TUXOPAIKH,
MOSIBJIEHUsT Kallllsd, CHUXXEHUsI HachlllleHns (caTypa-
IIMU) KPOBU KUCJIOPOIOM MPH XapaKTePHOW PEHTTEHO-
JIOTUYECKON KapTHe WH(UIBTPATUBHOTO IBYCTOPOH-
HETo TOpaKeHUS JIETKUX TOJTHOCThIO COOTBETCTBOBAIA
OIMUCHIBAEMBIM paHee I BPOXIEHHOTO TyOepKyle3a
C TopakeHueM JIeTKUX. ¥ o00uX MalueHTOB OTCYTCTBO-
BaJla ayCKyJIbTaTUBHAasl KApTUHA, XapaKTepHasi JIsl OpOoH-
XMOJIUTA W TIOJIMCeTMEHTApHON mHeBMoHuu. HecMo-
TpS Ha HaJM4KMe B OMHOM ciydae TyOepKyJie3a y MaTepu
¢ BBIIEJIEHUEM MHUKOOAKTepUU TyOepKyJie3a, a B IPYTrOM
MOATBEPKIACHHOTO TyOGepKyJie3a BHYTPUTPYIHBIX JIMM-
darnyeckux y3ia0B y cubaumHroB u BMY-mo3utuBHOI
MaTepu, TPaBWIbHBIA JUArHO3 OB TPEATOIOXEH
TOJIBKO MOCJIe YXYIIIEHWsI COCTOSTHUS TallMeHTa Ha (DOHe
Tepanmuyi aHTUOMOTUKAMU IIUPOKOTO CIIEKTpa B Teye-
Hue 1,5—2 Hen. bomee Toro, nmarHos BpOXKIEHHOTO
TyOepKyie3a OblT MEPBUYHO OTBEPTHYT (PTU3MATPOM,
HECMOTpPST Ha CeMEWHBI aHaMHe3 M KIMHUKO-PEeHTTe-
HOJIOTUYECKYIO KapTUHY. JIMarHo3 MOT OBITb TIPEIIo-
JIOXXEH paHblle, ecli Obl MPOBOIMIOCH MCCIIeTOBaHUE
TJTIALIEHTHI, HO B 000MX CUTyallUsIX MPH JOMAIITHUX POaax
TUTALIEHTHI ObUTM YHUYTOXEHBI.

Huaenocmuxa. B 1994r. M.F. Cantwell u coant. [8]
MPEIJIOKWIA KPUTEPUN TSI TMATHOCTUKU BPOXIEHHOTO
TyOepKyJie3a. [lepBblii M1 OCHOBHOI KpuTepuii — TIOJ-
TBEPXKIEHHOE TyOepKy/Ie3Hoe TMOopaxkeHne, 3a KOTO-
PBIM CliemyeT XOTs Obl ONWH W3 CIEAYIOIINX KPUTEPHUEB:
1) HamMYKMe TTopaXkeHW i, BOSHUKAIOIINX B TIEPBYIO HENEITIO
SKU3HU, 2) HaTM4YKe TIEPBUYHOTO TTeUeHOYHOTO KOMILTEKCa
WV Ka3eO3HBIX TIEYEHOUHBIX TpaHysieM, 3) Hajudue
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TyOepKyJe3HOM MH(MEKIIUN THIALEHTH I MaTePUHCKUX
TTOJIOBBIX TTyTeii U 4) BBISIBIIEHWE KOHTAKTOB JIJISI UCKITIOUe-
HUSI IOCTHATAJILHOM nepenayn [8].

BrorsgBienne MukobakTepuii TyOepKyJie3a ¢ TOMOIILIO
KYIbTYp M3 OMOJOTUYECKMX JKUIKOCTEN, MUKPOCKOTTUN
MpU CHEeIMaTbHOM OKPAIIMBAaHUM Ha KUCJIOTOYCTONYM-
BBIX OaKTepWili WM OMOIICUM TKAaHEH CYUTAETCS «30J10-
TBIM CTaHIAPTOM» TMATHOCTUKU TyOepKye3a. [Tpenbimy-
1e UCCIIeIOBaHMS TTIOKa3aJIv, YTO aCTITMPaThl U3 XKeJTyaKa
WO Tpaxeu OBUIM TIONOXUTEeNbHBIMU Yy 80% nmereii
C BPOXIEHHBIM TybepKysae3oM [6, 17]. TybGepKyirHOBBIE
MPpOOBI, KaK U B 000UX MPEACTaBICHHBIX HAMU CITyJasXx,
yalle HeraTMBHBIE Ha MOMEHT TIOCTAHOBKM JMarHo3a
B CBSI3W C TeM, YTO MMMYHHasl CUCTeMa HOBOPOXKICH-
HBIX HEMOJHOLeHHA. [laxke eclii TyOepKYJIMHOBBIE TECTBI
WX pe3yJibTaThl OOHapyXeHusi aHTuTen K M. tubercu-
losis oTpuIIaTeTbHBIE, BPOXIEHHBIN TyOepKyJie3 HeJb3sT
nckmounth. Oonapyxenue JIHK M. fuberculosis B OpoH-
X0AJTbBEOJIIPHON JIaBaXXHOW KMAKOCTH WM acIlupaTe
comepxxumoro xemynka merogoM IILIP — BeicOKO3(]-
(beKTUBHBIN MeTON AMATHOCTUKU TyOepKyses3a, OIHAKO
1 oH He obecrnieunBaeT 100% BBIIBISIEMOCTH BPOXKICH-
HoOTro Ty6epKyJe3a [3, 6]. Y omHOro 13 HallluX MalieHTOB,
HECMOTPST Ha HaJIMYre aKTUBHOTO MpOoliecca B JIETOYHOM
TkaHu ¢ aectpykumeit, JJHK-amarHoctrka He T103BO-
JIJIa ¢ TIepBOTo pasa BeIIBUTH M. Tuberculosis i TOIBKO
MMOBTOPHOE TECTUPOBaHME yepe3 2 Hejd achupaTa Key-
JIOYHOTO COMEPKUMOTO TIPUBEJIO K ITOCTAHOBKE MPAaBUIIb-
HOTO TMarHo3a.

Kak B 060ux Hammx HabmoaeHUSX, Y 98 % nmauneHTOB
C BPOXIEHHBIM TYOEpPKYJIe30M OTMEUAIOTCsS M3MEHEHUS
pPa3IMYHOTO XapakTepa B JIETOUHOM TKaHU Ha PEHTIeHO-
rpaMMax ¥ KOMITbIOTepHOIT Tomorpamme. B 35—45% cay-
yaeB OOHapyXuBaloTcs AUMGY3HbIE MIJTMApHbBIE Y3ETKI
u B 36% — nuddy3Hble MHOWIBTPAaTUBHBIE U3MEHEHMS,
uMmuTupytome maesMonuto [3, 11]. OnHako crtaHmapT-
Hasg peHTreHorpauss He TIO3BOJSIET TOYHO YCTaHO-
BUTh JMArHO3. YJbTPa3BYKOBOE HCCIEIOBaHUE OPIOII-
HOI TIOJIOCTM TIOJIE3HO ISl JAVATHOCTUKU TTOpaXKeHU
Me4YeHu, CeJie3eHKN, 3a0pIOIIMHHBIX JMMQPaTUIIeCKIX
V3JIOB M TIOYEK U TO3BOJISIET COPUEHTHUPOBATLCS Bpavy
C ITaJIbHEeWIINM HallpaBieHueM obcienoBaHus. B HacTo-
sTIiiee BpeMsI MaleHTaM ¢ IMoA03peHeM Ha BPOXKICHHBII
TyOepKyJIe3 ceayeT TMPOBOAUTL KOMITBIOTEPHYIO TOMO-
rpaduio TpYIHON KJIETKU U OPIOIIHOM IMOJI0CTH, KOTOpast
MO3BOJIIET GoJiee JOCTOBEPHO OIIEHUTH XapakKTep Iopa-
SKEHWI 1 TIPEITONIOXKUTL TUarHo3 A0 €ro JJabopaTopHOTO
noaTeepxneHus. [Ipu aToM npu mepBUYHOM 00CIIEn0-
BaHUU He BBISIBIISTIOTCS aHOMAJIMM B JIETKUX M OpraHax
6protrHoi Tostoct! B 2,5—5% n 25% ciny4aeB COOTBET-
CTBEHHO, UTO JUKTYET HEOOXOAUMOCTh aKTUBHOTO TWMHA-
MHMUYECKOTO HAOMIONEHNS 3a U3MEHEHUSMU Pe3yIbTaToB
BU3yaJu3aluy y MAlUeHTOB ¢ TMOJ03pEHHEM Ha BPOXK-
IeHHBI TyOepkyne3 [3, 11]. OrtcyrcTBMe ITaTOJIOTUM
Ha paHHEM OJTalle PEHTTeHOJOTMYECKOW IUAarHOCTUKU
TpU XapaKTepHOM aHaMHe3¢ U MOA03PUTETbHON KIMHU-
YeCKOM KapTHHE He MOXKET UCKITIOUMTh 3a00JIeBaHNE.

KJINMHUYECKUE CJTYHAU

YacToTa BBIIBICHUS TEMaTOCTUIEHOMETATINU MOXET
nocTturath 75% W MpencTaBisieT HaMboJee YacTylo peHT-
TeHOJIOTMUYECKYIO HAXOIKY Y TAIMEHTOB C BPOXICHHBIM
TyOepkyne3om [5, 11]. IIpu aTom yBenuueHue pa3mMepoB
TMEeYeH! U CeJIe3eHKN MOXET MPEeIIecTBOBATh Pa3BUTHIO
04YaroB B JIETKUX U, KaK B HallleM ciTydae, MaHUMeCTUpO-
BaTh Yepe3 HECKOJbKO HelleNIb IMOCcye, oTpaXasi BOCTIaI-
TeJbHbIE U UMMYHOOTIOCPEIOBaHHBIE MPOLIECCHI.

Mamepunckuii mybepkyaes. B nepuon 6epeMeHHOCTH
HaOMomaeTcsT COCTOSTHME (DU3MOJIOTUYECKOM WMMMYHO-
CyTIpecCcHy, HampaBJIeHHOW Ha HEIOMyIIEeHHe OTTOpXKe-
Hus 1uioma, Hecymero HLA-anturenst otma. Mcxons
W3 3TOTO PUCK aKTUBALIUU APEMITIOIIEH VUTH KITMHUYECKU
3HAYMMOM TyOepKyJie3HON MH(peKImu Bo Bpemsi Oepe-
MEHHOCTHU TIOBBIIIIEH, YTO TPUBOAUT K TTOBLIIIIEHHOMY
PYICKY pa3BUTHS BpOXKIEeHHOTro Tyoepkyse3a [18]. B omy6-
JINKOBAaHHBIX OTYeTaX OOHAPYKEHO, UYTO Yy KEHIIWH
B MOCJIEPOJOBOM TIEPUOIE PEaKTUBUPYETCS WM OOHapy-
JKMBaeTcs TyOepKyJie3 B 2 pa3a yalle, yeM y HeOepeMeH-
HbIX XeHIH [19]. TToaTomMy OOIIENTPUHSITHIE CKPUHUHT
Ha JIATEHTHYIO WIM aKTUBHYIO TyOepKyJIe3HYyI0 MH(pEeK-
LIMI0 BO BpeMsi OEpeMEHHOCTHM WMeeT pellarollee 3Ha-
YeHWe UTS BBISIBJICHUST HE TOJBKO TUCCEMUHMPOBAHHBIX
dopM 3a001eBaHNsI, HO M TYOEPKYJie3a ITOJI0OBLIX OPraHOB
(TyGepkyne3 sHmomeTpus, 1eiiku matku) [3]. W. Peng
u coaBT. [11] mokazanu, uyto y 162 (95%) matepeir 170
JeTell ¢ BPOXKIEHHBIM TyOepKYJIe30M HaOMonaIiCh TTPpo-
SIBJIEHWSI aKTUBHOTO TyOepKyJie3a Ha TPOTSTKEHUU BCei
6GepeMEeHHOCTH WK B TIOCTEpOa0BOM niepuose. [1pu atom
1o 6epemeHHOCTH Y 121 (75%) n3 HUX TyGepKyie3 He ObIT
JIUATHOCTUPOBaH. B Ipyrom mcciaenmoBaHWM aHTEHATallb-
HBIl aHAMHe3 TyOepKyse3a umencs y 77% 6GepeMeHHBIX
Marepeit. TyOepKyse3 JeTKuX BhISIBIIeH B 85%, TyGepKy-
JIe3 PenpoAYKTUBHON cucteMbl — B 11% u TyOepkynes
mianeHTsl — B 1 ciydae. [Tpu atom TobKo y 23% mare-
peif Bo BpeMsT GepeMEHHOCTHM WMENINCh KIMHUYECKUe
MpOSIBJIEHUsT 3a00J1eBaHusI, a Y 68% pOAMIbHULL JUAarHO3
ObLI TIOCTaBJIeH T1ocie ponoB [3]. B mybaukanym N. Espir-
itu u coaBr. [18], aHamM3MpylomMx 32 cirydass BpOKIEH-
HOTO TybGepKyne3a, ToJbKo y 8 (25%) matepeit oTMeua-
JINCh CUMITOMBI 3a00JIeBaHUST BO BpeMsl OepeMEHHOCTH.
B namem HaOmoneHMM y MaTepyd OTHOTO HOBOPOXKIEH-
HOTO OblJTa AMAarHOCTHpPOBaHa OTKPBITast (hopMa TyOepKy-
Jie3a 0 HACTYIIJICHUsT HacTosIIeit 6epeMeHHOCTH, OTHAKO
B CBSI3M C aCOLIMATLHBIM 00pa30M XXU3HM 3Ta MaTh He TIPO-
XOIWJIa PETYJIIPHOTO JieYeHUs W HaOJTIONEeHUs] B TIEPUOJ
oepemeHHoct. B mpyrom ciayyae y BUY-nmosutuBHOIM
Matepu TyOepKyine3 He ObUT OUAarHOCTUPOBAH, OTHAKO
cTapinye JeTU COCTOSUTM Ha yJeTe W TOJTyJdau Teparuio
10 TOBOAY TyOepKysie3a BHYTPUTPYIHBIX JHUMbaTHUe-
ckux y31moB. Takum 00pa3oM, MOXHO KOHCTaTHPOBATh,
YTO HEpeAKO IUArHO3 TyOepKyse3a CTaBUTCS MaTepu
PETPOCTIEKTUBHO TTOCJIEe TOTO, KaK Y peOeHKa ObuT 0OHapy-
JK€H BPOXIEHHBIN TyOepKyJie3. B 3TOM KOHTEKCTe MOIb3y
MOTYT TIPUHECTH TIIATEJbHBIII OCMOTP M TIOCJEIyIolIee
TUCTOJIOTUUYECKOoe mccienoBanue ImianeHThl [20]. OdyeHb
BaXXHO TIIATEJIBHO OOCIemoBaTh MaTepeil HOBOPOXKICH-
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HBIX C TOIO3peHNEeM Ha BPOXIEHHBIN TyOepkyne3. Ecim
y MaTepy BBISIBISIETCS] aKTUBHBIN TyOepKyse3 BO BpeMs
OEpeMEHHOCTM WJIM HEIMOCPEJACTBEHHO TI0C]ie  POIOB,
TO HOBOPOXIEHHBIN HOJKEH OBITh TECTUPOBAH Ha BPOXK-
NIEHHBII TyOepKyJie3 Jaxke B OTCYTCTBHE KIMHUYECKOMN
WY PEHTTEHOJIOTUIECKON CUMITTOMATUKU.

Jlewenue u ucxod. B 1993 r. BO3 o0bsiBUna o tyoep-
KyJie3e KakK O IJ100aJbHON Yyrpo3e 4eJOBEeYEeCTBY U ISl €€
JukBuaanuu npemtoxwia crpareruto DOTS (Directly
Observed Treatment Short-course), KoTopas OCHOBaHa
Ha CTaHAapTHOM 6—8-MeCTIHOI cXeMe JIeUeHHUs C UCTIONb-
30BaHMEM 5 MpemnapatoB (M30HUA3UI, pUMaMITULIAH, TTPU-
pasuHaMuI, 3TaMOyTOa U cTpenToMulinH) [21]. Tepanust
MepBOI TMHUM JJIST TIALIUEHTOB C BPOKIEHHBIM TYOEpKY-
JIE30M He OTJIMYAeTCs OT MPUMEHSIEMOI MPY TTOCTHATATb-
HBIX (hopMax TyoepKyJesa [6, 11, 14]. MyageHIIbI JOKHBI
nonyyatb uzoHuaszun (10—15 mr/kr/cyr), pudamMnuuuH
(10—-20 wmr/xr/cyt), nupasuHamun (15—30 wmr/kr/cyr)
B KoMOMHaumu co crpentomutinHom (20—30 mr/kr/cyr)
wima 3TamoyronoMm (15—25 Mr/kr/cyt) B TeueHUe Tiep-
BBIX 2 Mec, 3aTeM M30HUA3UI U pudaMITULIMH B TeUeHHE
4—10 Mec B 3aBUCUMOCTH OT TSIKECTH 32a00J1€BaHUS U KITU-
HUYECKOro otsera [6, 8, 22].

K coxaneHuio, B CBSI3M C pa3BUTHEM MHOXECTBEH-
HOW W IMPOKOM JIEKAPCTBEHHOW YCTOMYMBOCTU CTpaTe-
rust DOTS addexTrBHA He BO BCex CllydasiX U HE BO BCEX
pernonax Mupa. CoBpeMeHHbIE KIIMHUYECKHE PEKOMEH-
maunn B Poccmiickoii Denepaliuy MpeanoiaraoT aud-
(bepeHIIMPOBAHHBIN TTOAX0A K Teparuu TyOepKyJIe3HOM
nHQEKIUU y AeTeil U TpeaiaraloT 5 6a30BbIX PEXUMOB
Teparnuy B 3aBUCUMOCTH OT pe3yJIbTaTOB MUKPOOMOJIOTH -
YECKOTO MCCIENOBAaHUSI, CTEIIEH! JIEKAPCTBEHHOM yCTOM-
YUBOCTU OaKTepuil W TIEPEHOCUMOCTU JedeHus [23].
B ¢Bs131 ¢ BBISIBIIEHHO MOHOPE3UCTEHTHOCTHIO MUKOOAK-
TEepUU TYOEpKyJie3a K M30HUA3UIy OHA U3 HAIIIMX Talv-
EHTOK TIponoJrKaeT roiydarh pexum I1 Ha 6aze pudam-
MUIMHA ¥ TTpa3uHamMuaa. HampoTus, Bo BTOpOM cliydae
B CBSI3U C BBISIBJIEHHON MHOXECTBEHHOM JIeKapCTBEHHOM
YCTOMYMBOCTBIO UTS JIEYEHUs TAallMeHTa TPUMEHSIach
cxema, Oasmpylomasicss Ha IV pexume ¢ mobaBieHneM
K TPamIWLIMOHHBIM MPOTUBOTYOEPKYJIE3HBIM TperapaTaM
nuHe3onuaa, (GTOPXMHOJIOHOB M MeporieHema. [IpoBe-
JIEHHBI MeTaaHaJIN3 BBISIBUJI CTATUCTUYECKU 3HAUYMMOE
CHITKEHNE CMEPTHOCTU Ha 9—23% y B3pOCIHBIX IMMallleH-
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HOCTHKA U JIeUeHNE HEOOXOAUMBI JIJIsl YAYUILIEHUS TIPO-
THO3a 3a00JIeBaHMSI.
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Current approaches to the diagnosis and treatment of lysosomal acid lipase deficiency
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Jlednumt JTM30COMHOM KUCJIO JIMNAa3bl — XPOHUYECKOEe HAC/IENCTBEHHOE MPOrpeccupyiomiee 3adojieBaHne, 3HAYNTEIbHO YXyIIa-
Io1Iee Ka4eCTBO XKU3HU U BeAylIiee K JeTATbHOMY Hcxony. B ocHoBe naTosiorum iexut aedekr rena LIPA, Koaupyoumero JU30COMHYI0
KHUCJIYIO JIMNA3y, KOTOPbIil MPUBOIUT K HAKOILIEHHIO CJIOKHBIX 3(hHPOB X0JieCTepUHA U TPUIIIMLEPUIOB B oprann3me. Kimnnyeckas
KapTuHa JeHIMTa JM30COMHONM KHCJIOM JIMNa3bl BeCbMa BapuadebHa: 0T ObICTPO NMPOrpeccUpylomieii JieTaabHoil HHpaAHTHIbHOI
(hopMBbI U TSKEJBIX TeTCKMX BAPHAHTOB C IIUPPO30M NeYeH! 1 HapyieHneM (hyHKIMiA le4eHH B IOIPOCTKOBOM BO3pacTe 10 CyOKIn-
HHYECKHUX, MPAKTHYECKH 0eCCHMNTOMHBIX (hOpPM, NPOSIBJISIOIIMXCS B 3peJioM Bo3pacTe. B cBA3M ¢ 3TUM OOJIBIIMHCTBO NMAIMEHTOB
0CTaIOTCS He0OCJIeJ0BAHHBIMH, A ATOJIOTUS — He AMATHOCTHPOBAHHOM, MOITOMY OIIEHUTb PeaJbHYIO 3200J1eBAeMOCTh HACETeHus
OYeHb CJI0KHO. B cTaThe onMcaH KIMHAYECKHIl CIydail TMarHoCTHKH Je(uIuTa JU30COMHOM Kucoii mna3sl B PCO—Ananus, npo-
JIeMOHCTPUPOBaHBI 3 (eKTHBHOCTH U 0€30NACHOCTH NMPOBOAMMOIi 3aMeCTHTEIbHOI (DepMEHTHOI Tepanuu.

Karoueevie caosa: demu, JAU30COMANbHAA KUCAAA Auha3a, HapyuieHue ¢yHICI4MIZ neveru, HacaeocmeeHHast Namoao2us.

Ans untuposarus: Tebuesa V.C., basposa ®@.B., [abucosa I0.B., Typuesa C.B., 3uH4eHko P.A. CoBpeMeHHble Noaxoabl K ANarHoCTUKe 1 Jie-
YeHuvIo feTel ¢ AeUUNTOM JIN30COMHOM KNCI0M innassl. Poc BecTH nepuHaton v neauarp 2023; 68:(1): 105-109. DOI: 10.21508/1027-
4065-2023-68-1-105-109

Lysosomal acid lipase deficiency is a chronic hereditary degenerative disease, substantially worsening quality of life and leading to lethal
outcome. The condition is caused by a mutation of the L/PA gene, that is encoding lysosomal acid lipase, resulting in build-up of cho-
lesterol esters and triglycerides. Clinical-pattern is quite variable: from rapidly worsening lethal infant form and severe infant cases
with cirrhosis and liver dysfunction in adolescents to subclinical, mostly asymptomatic forms, manifesting in adults. Thus, major part
of patients remains unexamined and the pathology itself undiagnosed, so the real incidence is unclear. This article describes clinical case
of the diagnostics of lysosomal acid lipase deficiency in RNO-Alania. Efficiency and safety of enzyme substitution treatment is shown.

Key words: children, lysosomal acid lipase, liver dysfunction, hereditary pathology.

For citation: Tebieva I.S., Bazrova F.V., Gabisova Yu.V., Turieva S.V., Zinchenko R.A. Current approaches to the diagnosis and treatment of lyso-
somal acid lipase deficiency. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 105-109 (in Russ.). DOI: 10.21508/1027-4065-2023-68-1-105-109

e (pUIIUT TM30COMHOM KUCJION JIUTIa3bl — XPOHWYE-
ﬂ CKOe HacJIeZICTBEHHOE TIporpeccupymoliee 3adoiena-
HUE, 3HAUUTEJIbHO YXYIIIAIOIIEe KAYECTBO XU3HU U BEIY-
1ee K JieTaJlbHOMY McXomy. B ocHOBE IaToysiormu JeXuT
nedext reHa LIPA, KODUPYIOIIEro JIM30COMHYIO KUCITYIO
JITIAa3y, YTO TIPUBOAUT K HAKOIUIEHUIO CJIOKHBIX 3(UPOB

XOJeCTepMHa YW TPUIJMLEPUAOB B TI€YEHU, CeJe3eHKE,
CTEHKAaX KPOBEHOCHBIX COCYIOB M APYTUX TKaHsIX [1, 2].
Knaccupurayus. indbantuibHast hopma, Win 60J1e3Hb
BosnbMana, xapakTepusyeTcst 1e0I0TOM TUCTIENICUYECKUX
SIBJICHWIA B TIepBbIe THU W HEIEeNH XU3HU Ha (hoHE HU3-
KOW TIprOaBKU WJIM TMOTEPU MacChl Tejla U rernaroMera-
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. B 3TOM ciiyyae akTMBHOCTb (DepMeHTa JIM30COMHOM
KUCJION JTUTTa3bl OTCYTCTBYET WJIM COCTaBisieT MeHee 1%
OT HOPMBI, YTO TTPUBOAUT K HAKOIUIEHUIO 3(DUPOB XOJIe-
CTepyHaA W TPUTJIULIEPUIOB 1O BeeMy opraHusmy. Tpya-
HOCTM BCKapMJIUBaHUS W CHHIPOM MajibabcopOormu
BEIyT K MUCTOIIEHUIO, 3a7epKKe (PM3NUECKOTO pa3BUTHSI,
KOTOpBIEe Ha (poHE HapYyIIeHUsT (PYHKIIMI TIeUeHN TTPUBO-
IISIT K CMEPTH TallMeHTa B TeYeHKE MepPBOTo ro/ia KMU3HMU.

INo3mHsasa dopma 3aboneBaHus — 00JIE3Hb HaKOII-
JIeHusT 2(UpPOB XOJIeCTEpUHA TMPOSIBISETCS B JIETCKOM
M B3pOCJIOM BO3pacTe remnarocrijieHoMmeranueit, gpuopo-
30M/IIMPPO3OM TIEYEHU, AUCTUNUAEMUE. DTOT BapuaHT
4acTo TIpOTeKaeT OeCCUMIITOMHO, HaKoTuleHue 3(pu-
pOB XoJiecTeprMHa W TPUTJIMLIEPUIOB B JIM30COMAaX BEIET
K pa3BUTHIO XapaKTEPHBIX IMAaTOJIOTMYECKUX Tpeodpa-
30BaHU B TTeYeHU, TTOBBIIIEHUIO YPOBHS XOJIECTEPUHA,
TPUTJULIEPUIOB U TICYEHOYHBIX (HDEPMEHTOB B KPOBH.
Kak npaBuiio, setaqbHbII UCXOM HACTYMAaeT BCIENCTBUE
MeYeHOYHON HEeJOCTAaTOYHOCTHU U/WJIN YCKOPEHHOTO pa3-
BUTHSI aTepocKiiepo3a [3—5].

JlnarHo3 nmeduLMTa JM30COMHOM KHCJIOM JIMITA3hI
MOXET OBITb TIPEAMOJIOXEH MPU TreraTOMEeraiuy, TTOBbI-
IIEHWW aKTUBHOCTU TpaHCaMMHAa3, TIpU3HaKaxX cTeaTro3a
M HapylleHUsl JMITMIHOTO COCTaBa KpOBU (BBICOKHE
YPOBHU OOIIIETO XOJECTEPUMHA 3a CYET JIMMOMPOTEUIO0B
HU3KOH TIOTHOCTH Y TIOBBIIIEHUE YPOBHS TPUTIIMIIEPU-
JIOB, HA (DOHE CHIXKEHMS YPOBHSI JIMTIONIPOTENIOB BBICO-
Ko# T0oTHOCTH). 1o MaHHBIM YIbTPa3BYKOBOTO MCCIIE-
JMIOBAaHUS TMPU NePULINTE JTU30COMHON KUCTIOM JIMTa3hl
HaOJIIOAIOTCSl YBEJIMUEHUE M CTeaTo3 TMeYeHU U pPexe
crieHoMeranus. 1o TaHHBIM MarHUTHO-PE30HAHCHOM
ToMOTparu MOXKHO KOJIMYECTBEHHO OLIEHUTD JXUPOBYIO
IUCTpoUIO TIeYeHU, KOTopasi HeoOXomauma i KOH-
TpoJist 3(PPEeKTUBHOCTH 3aMECTUTEIbHON (PepMEeHTHOI
tepanuu. OlLEHKa aKTUBHOCTU JIM30COMHOMN KHCIIOM
JMTia3bl B cyxux nsgTHax KpoBu (dried blood spots, DBS)
OCYIIECTBIISIETCS B TIPUCYTCTBUU BBICOKOCTIELIM(MUHOTO
nHruouropa (Lalistat-2).

MeTomoM TMOATBEpKAaOlIel AUATHOCTUKUA JTaH-
HOW TIaTOJIOTUM SIBJISIETCSI MOJIEKYJISIPHO-TEHETUUECKOe
HCClIe0BaHNe, KOTOPOE IMO3BOJISIET BBISIBUTH MYTallUU
B reHe LIPA, pacnosioXXeHHOM Ha IJIMHHOM Iiede 10-i
xpoMmocoMbl (10g23.31). Onucano 96 BapuaHTOB MyTa-
LIWI, MPUBOISIINX K pa3BUTHIO 3aboeBaHus [6]. Hau-
0oJiee pacrpoCTpaHEHHbI MATOTeHHbII BADUAHT B €BPO-
MEeNCKON MOMYJISIIUU — HapylIeHWe calTa CIUTalicuHTa
(c.894G>A), KOTOpbIii TIPUBOIUT K CHUXEHUIO aKTUB-
HOCTHU JIM30COMHOM KUCJION JUTAasbl 10 95% OT HOPMBI.
IIpenaranbHast TMarHOCTUKA peKOMEHI0BaHa JJIs JTI000i
rnocJieaytonieil 6epeMeHHOCTH B CEMBbSIX, OTSITOIIEHHBIX
XOTsI ObI OMTHUM CJTy4yaeM neUuIInTa JM30COMHOM KUCIION
smmnassl [1].

Bormpochl MONyNSIIMOHHON TeHETUKM AedulnTa
JIM30COMHOI KUCJION JIMMAa3bl XOPOILIO U3YyUYEeHBI B €BPO-
Meiickux ctpaHax. Tak, CKpUHUHT Ha HaJTM4ye MyTaluu
¢.894G>A cpenm 3m0poBBIX Joaeii B 3amamHoit I'ep-
MaHUW TTO3BOJIMJ OTMPEACIUTh PaclpoOCTPAaHEHHOCTh

KJINMHUYECKUE CJTYHAU

TeTepO3UTOT, KOTOpas COCTaBWJa MPUOIU3UTETBHO
1 Ha 200 yenmoBek. Tak Kak Ha ee JOJIIO MPUXOIUTCS
50—60% Bcex MyTalMii, BCTpEYaIOIIUXCsl TTpU O0JIe3HU
HaKOTUIEHUsT 3(PUPOB XoJieCTepruHa, TMPOTHO3Upyemast
pacrpoCTpaHEeHHOCTh TETEPO3UTOT ObIJIa OIleHEeHA MPU-
Onu3uTenbHo Kak 1 Ha 100 yesloBeK, YTO yKa3bIBaeT
Ha 4yacTOTy pa3BUTHUSI 3a00JIeBaHUS TTPUOJIUZUTETBHO Y |
Ha 40 TeIC. yenoBek [7, 8].

Panee MBI omupainch MPEUMYIIECTBEHHO Ha 3apy-
oexxHble naHHble. BriepBoie B Poccun B 2020 r. Ha Ga3ze
MeauKo-TeHeTUUEeCKOTO HAyJYHOTO IIEHTpa WM. aKajie-
muka H.I1. BoukoBa Oblna mpoBeeHa OlleHKa KIMHUKO-
SMUAEMHUOJIOTUYECKUX U TTOMYISIMOHHO-TEHETUIECKUX
0COOEHHOCTe 3Tol maTojioruu. B Xome mcciemoBaHUs
MPOBOIMJICS OUOXUMMUYECKUI CKPUHMHT Ha Je(PUIINT
JIN30COMHOM KMCJIOM JTUMAa3bl y TALMEeHTOB C MOI03pe-
HUEM Ha JIU30COMHBIe 00JIe3HM HakorieHus. B rpymrie
BBICOKOTO pHCKa TakKXe OCYIIECTBISIIIOCh W3y4eHHe
criekTpa Myrtanuii reHa LIPA ¢ 1enpio OLIEHKM pac-
MPOCTpaHeHHOCTU 3aboseBaHus. OO6CIenOBaHbI OKOJIO
2000 mauuMeHTOB M3 pa3IMUYHBIX peruoHOoB Poccuiickoit
®enepanyu. M3 Hux 34 manyeHTaM yCTAHOBJIEH IMar-
HO3 neduIuTa JIM30COMHOM KHWCJION JIUMa3bl. Buiss-
JieHo 16 BapuanToB reHa LIPA, u3 Hux 11 paHee He onmu-
canbl. Hanbonee yacThIMU TeHETUYECKUMI BapuaHTaMU
st Poccun ornipenenersl ¢.894G>A (58,8%) n ¢.796G>T
(10,3%). PacuetHast yactoTa IeuULINTA JIM30COMHOM
KMCJIo umna3sl coctaBmwaa 1:73 159, 4ro cormoctaBUMO
C TAKOBOM B €BPOIENCKUX UCCIeTOBaHUSIX [6].

IIpenapat Cebenurra3a anbda-1 npeacrapisgeT coOoit
PEKOMOMHAHTHYIO JIM30COMHYIO KUCIYIO JIUTIa3y U OJI0-
open B CIIIA 8 mexabpst 2015T. B KayecTBe IIEpBOTO
MperapaTa JUIsl JIeYeHUs TTAalIMEHTOB ¢ NeMUIIUTOM JIN30-
CcOMHOIT Kucoit mmnasel. B 2017 r. mpenapat ObLI 3ape-
ructpupoBaH B Poccuu. [IpumMeHsieTcst ¢ 1iesbto yayyiie-
HUST MeTaboIM3Ma JTUTTHIOB U YMEHBIIEHUST HAKOTUTEHUST
3(UPOB XOoJieCTepUHA W TPUIIMIEPUIOB Y TALMEHTOB
BCEX BO3PACTOB TpU Je@UIINTE JM30COMHON KUCIOM
smmnasbl. [Ipenapat BBOAAT BHYTPUBEHHO C MIEPUOTNIHO-
CTBIO pa3 B HEIENIO TS TTAlIMeHTOB ¢ OBICTPO Mporpec-
cupylomnM aeUIUTOM JIM30COMHON KHMCJION JIMITa3bl
B TIepBble 6 MeC XM3HU U pa3 B MeCSII IJIST OCTaJbHBIX
nauueHTos [1, 2].

B wHacrosimee Bpemsi B Poccuiickoit ®Denepanuu
MHOTO CIEJTaHO JUIS OpraHW3allid W MapIiIpyTU3aluu
MaIMEeHTOB. Y CHeUaaucToB (TeHETUKU, TaCTPOIHTEPO-
JIOTH, TIEAUATPBI U Jp.) B perMOHaX MOSIBUJIACh BO3MOXK-
HOCTb 3a00pa KpOBU Ha TeCcT-OJIaHK, TPaHCITOPTUPOBKU
6uomaTepualia B JabopaTOPUIO HACIIEACTBEHHBIX 00e3-
Heil o6MeHa BelecTB MeanKo-TeHeTUYeCKOTO HayqHOTO
LIEHTpa, ONpeneieHne aKTUBHOCTH JIM30COMHOW KHC-
Jioit mumnassl U npoeneHus JIHK-nnarHocTuku B cyxom
nsaTHe KpoBu. [Tpyu MOATBEPXKISHUM TMarHO3a TallueHTa
HampaBJISIOT B OMUH U3 (efaepaabHbIX IIeHTpoB PD, Te
MMPOBOIUTCS TOTIOTHUTEIbHOE 00CIeI0BaHKE U 110 pele-
HUIO0 KOHCUJIMYMa B COOTBETCTBMHU C T1.3 TIprKa3a MUH3-
npaBa P® or 10.12.2012 1. Nel1175H «O6 yTBepXKIeHUN
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Teouesa H.C. u coagm. COBpeMEHHbBIE MOAXO/IbI K IMArHOCTUKE U JICUSHUIO IeTell ¢ 1ehULIMTOM JIM30COMHOM KUCIIOM JIUTa3bl

MOpsIIKa Ha3HAYEHUsI W BBITTMCBHIBAHUS JIEKapCTBEHHBIX
MperapaToB, a TakKXKe PeleNTYPHbIX OJJaHKOB Ha JIeKap-
CTBEHHBIE TIperapaThl, MopsaaKa ohOpMIIEHUST yKa3aH-
HBIX OJIAHKOB, MX y4YeTa M XpaHEHUs» TMPUHUMAETCS
pellleHre O Ha3HAuYeHWHW IO XM3HEHHBIM TOKa3aHUSIM
3aMECTUTENIbHOM (PepMEHTHON Tepanuu TOXU3HEHHO.
B nanbHeiimeM TanMeHTaM ¢ OWarHo3oM JeduinTa
JIN30COMHOM KUCJIOM JIUIa3bl MEIWIIMHCKAs TMOMOIIb
OKa3sbIBaeTcsl B cooTBeTcTBUM ¢ Ilprkazom MwuHwucrep-
CTBa 3IpaBOOXpPAaHEHUSI W COLMAIBHOTO pa3BuTus P®
ot 16 ampenst 2012 1. Ne366H «O06 yTBepXIeHUN TTOPSAKA
OKa3aHWsI TIeANATPUIECKOMN TTOMOIIIN».

IMpu cranyoHapHOM JIEUEHWM MaIMeHThl obecrie-
YUBAIOTCSI 34 CYET CPEINCTB 0O0S3aTEIbHOTO MEIMITNH-
ckoro crpaxoBanust (OMC) u 610mKeToB cyohekToB PD
Ha OCHOBaHWM pacriopsckeHust [IpaButenbctBa P®
o1 12.10.2019 Ne2406-p (pen. ot 23.11.2020) «O6 yTBep:K-
JIEHUW TIePeUHsI XXU3HEHHO HEOOXOMUMBIX M BasKHEWIITNX
JIEKApCTBEHHBIX TPETNapaToB, a Takke MepeuHeil JeKap-
CTBEHHBIX TPENapaToB ISl MEAMIIMHCKOTO TPUMEHEHUST
¥ MUHMMAaJIbHOTO aCcCOPTUMEHTA JIEKApCTBEHHBIX Tpe-
MmapaToB, HEOOXOOWUMBIX I OKa3aHWsT MeIULIMHCKOM
noMoiu (¢ u3M. M nor., Bcryrn. B cuiy ¢ 01.01.2021)»
u Tlocranosnenus IpaButensctBa PO ot 28.12.2020 r.
Ne2299 «O Tlporpamme rocynapcTBEHHBIX TapaHTHI Oec-
TUTATHOTO OKa3aHWs rpaxkjaaHaM MEIUIIMHCKOW TOMOIIN
Ha 2021 v maHoBsIi niepron 2022 1 2023 ronos».

IIpu amOymatropHOM JedyeHUM (QUHAHCUPOBAHUE
OCYILIECTBIISIETCS 32 CYET CPEACTB OIOJIKETOB CYObEKTOB
Ha OCHOBAaHWUM PETMOHATLHOM JIbrOTHI (KaK WHBAJIUIHI I,
I rpynnbl, neTH-UHBAMWUIbI, 1€TH TIEPBBIX 3 JIET KU3HU)
B cooTBeTcTBUU ¢ [TocTanoBneHuem I1paButenbctBa PO
ot 30.07.1994 1. Ne890 «O rocynapCTBEHHOI MOIAEPKKE
Pa3BUTHST MEIUIIMHCKON MPOMBIIIUIEHHOCTH U YJIydlle-
HUU OobecrieYeHUs] HaceJeHHWs JIEKapCTBEHHBIMU Cpe-
CTBAMM W WUBICIUSIMM MEAUIIMHCKOTO Ha3HAYeHUsI».
JleTssM OCTYITHO JIeKapCTBEHHOE oOOecreuyeHrne BCeMU
HEeOOXOIMMBIMHM TIpeTapaTamMu.

Kmmnanyeckoe nHaOmogenue. JleBouka 2012T. poxk-
IIeHUsI OT TIepBOM, (PM3MOJOTUYHO MpOTeKaBlllell Oepe-
MEHHOCTH, TIEPBbIX POIOB B cpoke 38 Hem. Macca Tena
npu poxaeHun 3600 T, mauHa 53 ¢M, OlLleHKa IO IIKae
Anrap 7/8 ©6amioB. PaHHMII HeOoHaTaJbHBI MEepUO
nporekan 6e3 ocobeHHocTei. Haxonunack Ha TpymHOM
BckapmiimBaHuu o 2 jet 3 mec. [lpodunakruyeckue
MPUBUBKY TPOBEAECHBI TIO WHIWBHUIYaTbHOMY KaJeH-
Japio BaKIIWHALIUU.

HacnenctBeHHBINT aHaMHe3 OTATOINEH: IO JIMHUU
MaTtepu y MaMbl M 0aOyIIKM — TUIEPX0JeCTePUHEMUST
(TIpUHUMAIOT CTaTUHBI), Y Aena — O0KOBOW aMUOTpodhU-
yecKMi CKJIepo3, yMep B 61 rox; mo JUHUM OTLIA Y ABO-
IOpOfHOI cecTpbl — Oone3Hb Kunbbepa, y 0aOyiku
OXUpPEeHNE W HeaJTKOToJIbHasl KUpoBast 00J1e3Hb TTeYeH!;
y MJIafIIei cecTpbl B 11 Mec BBISIBJIeHa TUTIEPXOJIeCTepH -
Hemus. [lo pesyabTaTaM MOJEKYJISIPHO-TEHETUYECKOTO
HCCIeIOBaHMS, TIPOBEICHHOTO CeCTpe MpoOaH/Ia, BBISIB-
JICHO JIBE TeTepO3UToTHbIe MyTauinu B reHe LDLR, KoTo-

pble MOTYT CIYXXUT TMPUYMHON ayTOCOMHO-JIOMMHAHTHO
HacJieqyeMol CEMEHOM TMTEPXOJIECTEPOJIEMUN, a B TEHE
LIPA BbIIBJIEH CHHOHMMMYHBIN BapMaHT B cailTe cruiaii-
cuHra sk3oHa 8 reHa LIPA: NM_000235.3:c.894G>A
(rs116928232, p.GIn298=) B TeTepO3UTOTHOM COCTOSTHUMU.

Anamnes 3abonesanus. Ha iepBoM romy XXU3HU HEOI -
HOKpaTHO TOCHUTAJIM3UPOBANIach MO ITOBOAY TeMOKO-
JIUTA, YTO MHTEPIPETUPOBATIOCHh KaK KUIIeYHass WHDEK-
1IMsI HEYCTaHOBJIEHHOW 3Tuosioruu. B Bo3pacte 5 ner
oocynenoBaHa B PAAKDB um. 3.A. bausieBoit (Mocksa)
B CBSI3W C HEPETYISIPHBIM KaIllUIIeOOpa3HbIM CTYJIOM,
HEIOCTAaTOYHOI IprbaBKoil Macchl Tena. B omoxummye-
CKOM aHajiM3e KPOBU OTMeYalach TUIEPXOJIeCTepUHE-
MMSI, TIOBBIIIIEHWE YPOBHS TpaHCAMWHA3; MPU YIbTPa3By-
KOBOM MCCJIEMOBAHUU ONpeNe/Isiach He3HauUTeTbHas
remaToMeranus. BuIsBieHa CeHCUOMIM3AIuUs K TIUIIE-
BbIM TIPOAYKTAaM. YCTaHOBJIEH JMarHO3: <«ITUIIeBas
ajuteprusi. DK30KpUHHAST HEIOCTATOYHOCTb TOIKENY-
IOYHOM XeJe3bl». B mrone 2015 r. rocnuranm3mupoBaHa
B PIKB PCO—Ananus c xxanobamu Ha 001 B XXUBOTE,
PBOTY, TIEPUONMYECKU KXKUIKUN CTYJ ¢ TIPUMECHIO alloit
KpoBu B Kaje. [Tociae MCKITIOUeHUsT OCTpO XUpyprude-
CKOM ITaTOJIOTMH TIepeBeieHa B OTIeIEHUE TaCTPOIHTEPO-
qorum. ITo pe3ynbprataM o0C/ieIOBaHUS OB MTOCTaBICH
JINAarHO3. «XPOHUYECKUI KOJUT, CTaauss OOOCTPEHUSI».
HasnaueHo reyeHue.

B 2019r. ¢ yuyeToM HEyCTOWYMBOTO CTyJa, remaTo-
MeTajiM, TUTIEPXOJECTePUHEMUN B OTHECICHUUM TacTpo-
sutepojornun PJAKB PCO—Ananust B3aTHl 00pasliibl
KPOBU JUISI OMpeAeNIeHUs] YPOBHSI JIM30COMHOWM KHC-
goir ymmnasel — 0,007 HMoab/Mr/4 (B HOpMe Oojee
0,084 umonb/Mr/4). B nocaenyioieM nuarHos neuuut
JIM30COMHOW KWCJIOW JUMa3bl TMOATBEPXIECH METOIOM
MOJIEKYJIIPHO-TEHETUYECKOTO UCCIeNOBaHUsI: B TEHE
LIPA B 5K30He 8 BbBISIBJIEH HauOoJyiee 4acThIif IaTo-
TEeHHBIN TeHeTu4eCcKuii BapuaHt c. 894G>A (p.GIn298)
B TOMO3UTOTHOM COCTOSTHUM.

BBuay BBICOKMX YpoOBHEil OuiauMpyOMHa TpoBe-
neHa JIHK-mmarHocTMka ¢ 11eJbl0 MOMCKa TMaToJIO-
ruyeckux myrtaumit B reHe UGTIAI. B xome wuccre-
JNIOBAaHMS 3aperMCTPUPOBAHO yBEJIWYEHHWE 4YHcIa «ta»
MOBTOPOB — ompenesneH auienb (TA)7 B TOMO3UTOTHOM
coctositiuu (reHotun (TA)7/(TA)7), KOTOpblii TPUBO-
JIUT K CHIDKEHUIO (DYHKIIMOHATBLHOM aKTUBHOCTU Oelika
UDT-rmoko3untpancdepasbi-1,  49TO  MOATBEpXKIaeT
nyarHo3 cuHapoM Kuiasbepa [9].

C 1esbio onpeAesieHUs TAKTUKY JIEUSHUsT B CepeliHe
2019 r. neBouka HampasieHa B OT'BYH «DenepanbHblit
WCCeI0BATeIbCKUIA LIEHTP TIUTaHUSI W OUOTEXHOJIO-
TMW» B OTHENIeHWEe TIeMUaTPUIECKOM TaCTPOIHTEPOJIOTUH,
TernaTtoJloTud W auetojioruu. Ilpu TIepBUYHON TOCTIU-
Tajqu3aluy COCTOsSIHME cTabuiabHOoe. Macca Tema 23 Kr,
poct 125 cm, mHmekc maccel Tema 14,7 kr/m? Kox-
Hble TIOKPOBBI OJIETHO-PO30BBIE, UYWCTBbIE, KAWIISPUT
Ha miekax. ITomkoxkHass >KMpoBas KJleTyaTKa pa3BUTa
YIOBIIETBOPUTENILHO, pacrpeeiieHa paBHoMepHo. [lapa-
METpPBI BHEIITHETO NBIXaHUS W TeMOAWHAMUKHU B TIpelie-
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JlaX BO3PACTHOI HOPMBI. 2KMBOT MATKWi, 6e300e3HEH-
HBIN TIpy Tajbiauu. [ledeHb BBICTYITAaeT W3-TION Kpast
pebepHOil IyTH MO CPeTHEeKTIOYMYHON IUHUK Ha 1,3 cM,
1Mo mapactepHajibHOi — Ha 1,7 cM, 2J1aCTUYHOI KOHCH-
crenumu. CenedeHka He mambrupyercsd. CTyn M amypes
B HopMe. B xone oOGciienoBaHusT BBISIBJICHBI CIICAYIOIINE
MPU3HAKK: TOBBIILIEHUE YPOBHEN OwIMpyOonHa oOIInii/
npsimoit — 43,3/5,5 MmxkME/Mn (Hopma 8,5—20,2/meHee
5,0 MkME/Mn), aciapraramuHoTpaHcdepassl — 57 en/n
(Hopma 4—41 en/m), xomectepuHa 5,6 MMoib/1 (HopMa
3,2—5,2 MMOJb/J), JUAMONPOTEUJOB BBICOKOW TIJIOTHO-
ctu — 0,77 mmonb/n (Hopma 0,9—2,1 MMoJIb/1T) 1 HU3KOM
mwiotHocTH 4,5 (HopMma 1,5—3,8 mmonb/n). Tlpu ynbrpa-
3BYKOBOM MWCCJIEIOBAHUM OPTaHOB OPIONIHOM TOJOCTH
MOATBEepK/IeHa rernaroMeranvs: mpasas gonst — 110 mwm,
JieBast 1oJist — 98 MM, 9XOTre€HHOCTb MOBbBIIIIEHA, B MTapeH-
XUMe oTMedaeTcss aud@y3Hass HEOTHOPOTHOCThb, OCIa-
oneHue sxocurHana Ha 1/5. [lo maHHbBIM 3macrorpadun
MeYyeHn MenraHa sjaacTuYHocTu cocrtasisier 4,1 klla,
WHTEePKBAapTUJILHBIN pa3Max 3HaueHuii 1,5 klla, HeogHO-
ponHasi. 3akiloueHue: OOIIMi pe3yabTaT W3MEpeHUt
COOTBETCTBYET TMCTOJIOTMUECKOI cTamuK (hubpo3a rmeueHu
FO mo METAVIR, ypoBeHs ctearosa 308 16/M, 4TO COOT-
BercTByeT crearody S3. Ilo pesynbratam o0cCiemoOBaHUS
BBICTABJIECH JMATHO3: <«Ie(UIINT JM30COMHOI KUJIOW
JIATIa3bl: 0OJIe3Hb HAKOIIEHUST 3(PUPOB XOJeCTepUHA.
Huchynkuus ounmapHoro Tpakra. bonesnps XKunbndepar.
I[To pemeHWio KOHCWJIIMYMa B COOTBETCTBUU
¢ . 3 mpukasza Munsapasa P® or 10.12.2012r. Ne 1175u
«O0 yTBepXXIeHUN TIOpsIIKAa Ha3HAYEHWUST W BBITTHCHIBA-
HMS JIEKAPCTBEHHBIX TpErapaTtoB, a Takke perenTyp-
HBIX OJIAHKOB Ha JIEKapCTBEHHBIE TIperapaThl, MOpsIKa
ohopMIIeHUS yKa3aHHBIX OJJAHKOB, MX y4eTa M XpaHeHUs»
MPUHSTO pellieHWe Ha3HAYMTH IO KM3HEHHBIM ITOKa3a-
HUSIM 3aMECTUTENTbHYIO (PepMEHTHYIO Teparuio Tpernapa-
TOM cebenurasa anbga B 1o3upoBke 1 mii/Kr 1 pa3 B 2 Hex
noxun3HeHHo. Jleuenne HayaTo B stHBape 2020 T.
KoHTponbHOe oOcnenoBaHue TPOBEIEHO B Mae
2021 r. Ha G6aze ®I'BYH «®UII nurtaHusg 1 GUOTEXHO-
noruii». CocrossHue pebeHKa cTabwibHOoe. Macca Tena
25 xr, poct 133 cM, mHmekc maccel Tena 14,1 xr/m?,
Z-score =—0,47 (perz=31,8). KoxxHble MOKPOBbI 0J1€THO-
pPO30BBIE, YMCThIE, KAMWLIAPUT Ha IeKax. [TogkoxHast
KUpOBasl KJIeTYaTKa pa3BUTaA YIOBJIETBOPUTEIBHO, pac-
npeaeseHa paBHOMepHO. [TapaMeTpbl BHEIIHETO JbIXa-
HUST U TEMOAWHAMUWKU B TIpeaesiax BO3PacTHON HOPMBI.
XKupotr wMsrkuii, 0e300JIe3HEHHBII TIpU TaJbIIALUH.
IleueHr He BBHICTyMAaeT M3-TIOA Kpas peOepHOM IyTH,
9JIaCTUYHON KoHcucTeHIMM. Cejie3eHKa Ha TaJbIIUpy-
ercsa. Ctyn u nuype3 B HopMme. JlaHHbIe 1a00paTOPHOTO
00cIeTOBaHUST CBUAECTEILCTBYET O HOPMATU3aLMU YPOB-
Hell xoJiecTeprHa, JMIOMPOTEUAOB BHICOKOW M HUBKOM
IUIOTHOCTH Ha (DOHE COXpaHSIONIEIHCS He3HAUUTEIbHOMN
TUTIepOUIUPYOMHEMUN 3a CUYeT HemnpsiMoil (hpaklMnu:
obumit omnmpyoun — 25/mpsmoit — 0,89 MKME/mun
(Hopma 8,5—20,5/menee 5,0 MkKME/mi). OtmedeHo
VAYYIIEHUW AaHHBIX 3JaCTOrpAMMBbI: THCTOJIOTMYECKast

KJINMHUYECKUE CJTYHAU

cramusa ¢pudpo3a FO mo METAVIR, ypoBeHb creartosa
264 n16/M, 9TO COOTBETCTBYeT cTeaTody S1—2. PekomeH-
JIOBaHO TMPOJOJIKUTh BBEACHME MpernapaTta cebeiurasa
anbda 1 Mr/kr 1 pa3 B 2 Hen, XeJTUeroHHbIE TIperaparhbl,
renaTornpOTEKTOPHI.

OOcyxaeHue

JednUT TM30COMHOM KWMCJIOW JIMIAa3bl — PEIKO
BCTpevarolneecss B €BPOMENCKUX TOMYJISLIMAX 3a00-
sneBaHue. Yacrora neduuura JTUM30COMHON  KHUCION
snmmna3ssl BappupyeT oT 1:40 000 mo 1:300 000. ITo maHHBIM
MeauKko-TeHeTUYeCKOTO HAayYHOTo LIeHTpa, pacdyeTHast
yacrota 3abosieBaHMsl B Poccuu cocraBuna 1:71 824,
a YacToTa HOCHUTENIbCTBA MYTAllMii, acCOLMUPOBAHHBIX
¢ 3a0oneBanuemM, — 1:456 [6].

M3BecTHO, 4TO KIMHWYECKas KapTWHA aeuimTa
JIN30COMHOM KUCJIONW JIMTa3bl BechMa BapHabesbHa:
OT OBICTPO TIPOTPECCUPYIONICH JIeTaTbHON MH(MAHTWIbL-
HOM (OPMBI M TSKENBIX AETCKUX BapUaHTOB C IIWP-
pO30M W HapylleHWeM (YHKIW TIe4eHU B TOAPOCT-
KOBOM BO3pacTte [0 CYOKJIMHUYECKUX, MPAKTUUYECKU
GECCUMIITOMHBIX  (DOPM, TIPOSIBIISTIOIINXCSI B 3pEIOM
Bo3pacte [5]. B cBs3u ¢ atuUM 1enecoobpa3HoO Tipes-
MOJIOXUTh, YTO OOJBIIMHCTBO MAIllEHTOB OCTAIOTCS
HeoOC/IeJOBAaHHBIMM, a TIATOJIOTUSI — He ITUarHOCTH-
POBAHHOW, TTOTOMY M OLIEHUTH peayibHyl0 3abojieBae-
MOCTb CpeIy HaceJIeHUsT OYeHb CJIOXHO. TsoKecTh K-
HUYECKOM CHUMNTOMATUKM 3a00JIeBaHUST OTpeaesIeTCs
(YHKIMOHATBHON aKTUBHOCTBIO JIM30COMHOM KHCIION
JINTIA3bl, KOTOpast KOPpeaupyeT ¢ MPUPOIOIl TeHeTHde-
ckoro nedekra [3]. 1o nmerommMcst JTaHHBIM, B pOCCHII-
CKOU MOMyJISIIAY HauboJIee 4acTO BCTPEYAIOTCSI MyTallu
¢.894G>A n ¢.796G>T. Kpome Toro, onncanbl 11 paHee
HEM3BECTHBIX MYTAllMil C pa3HOI CTEMEeHbIO MAaTOTeHHO-
ctu. JlokazaHo, yto myTtauus c.894G>A B TOMO3UTOTHOM
COCTOSTHMM TIPUBOAUT K «JIETKOMY» BapUaHTy OOJIe3HU
HaKOIJIeHWsT 3(PUPOB XOJecTepuHa, TIPU KOTOPOM
HabmomaeTcss 3HAYWTETbHOE YJIyJIIeHUEe OMOXUMUYE-
CKMX TIOKazaresieil Ha (hoHe JUTUTEIbHON Teparuu cede-
numna3oit anbda [1, 8]. DTu HabGIIOOMEHNUST OBUIM TTOJTHO-
CThIO TOATBEPXKIEHBI B ONMUChIBaeMoM ciydae. OcoOblii
WHTepec TMPeNCTaBsIeT HanIne y pebeHKa TakKe CHH-
npoma JKunbbepa, 94To B HEKOTOPOM CMBICIIE 3aTPYIHUIIO
JIMAarHOCTUKY OCHOBHOTO 3a0osieBaHusl. CuHapoM Kuiib-
Oepa mpuMepHo B 1/3 Bcex cilyyaeB MpoTeKaeT JIATEHTHO,
OIHAKO TIPY HAOIIONEHUN 3a OOJBHBIM 3TO HEOOXOIMMO
YUUTHIBATH B MTPOIIECCE B3POCIECHMS TAllUEeHTA.

3aknovyeHue

B PCO—Ananus 310 TepBbIi BBISIBACHHBIN Clydait
nedUIInTa TM30COMHOM KMCIoi mma3sl 3a 20 et Haomo-
neHust. MOXKHO TIPeNoI0XUTh, YTO PaCIpOCTPaHEHHOCTh
yKasaHHO# martojornu B pernoHe 1:160 000, yro coort-
BETCTBYET NAHHBIM MUPOBON CTATUCTUKU. BBISBICHHBINM
TeHETMYECKMIT BapMaHT HamboJiee pacrpoCTpaHeH B poC-
cuiickoit monynsiuuu. CTOMKUI TTOJIOXKUTENIbHBIN 2 (heKT
OT MpOBOIMMOI B TedueHUe 1,5 roma dpepMeHTHOI 3ame-
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Teouesa H.C. u coagm. COBpeMEHHbBIE MOAXO/IbI K IMArHOCTUKE U JICUSHUIO IeTell ¢ 1ehULIMTOM JIM30COMHOM KUCIIOM JIUTa3bl

CTUTETLHOM Teparuu MoATBepIr 3¢ (HEeKTUBHOCTh U 6e3-
OTacCHOCTBD Mperapara cebenmasa anboa.

H€O6XO,Z[I/IMO OTMETUTD, YTO B MOCJIICAHUE TOAbI CIC-

JJaHO OYeHb MHOTO€ IS ONTUMU3ALWN TUATHOCTUKU
JTAaHHOM TIaTOJIOTUM B PETMOHAX W o0ecTieYeHNsT MalfeH-
TOB JIOPOTOCTOSIIIIMM IIperapaToM 3a CYeT OIOKETHBIX
cpencTs. BBumy BapmaGenbHOCTM KIMHWUYECKUX CHUM-
NTOMOB W MNapaKJIMHUYECKUX IaHHBIX CBOEBPEMEHHOE
BBISIBIICHUE Je(UIINTa JIM30COMHOM KUCJION JIWIa3bl
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B MOMOLLIb TPAKTUHYECKOMY BPAYY

OmmoKM M 0CJIOKHEHUS B JIMATHOCTHKE M JICYEHHH JeTel ¢ HHOPOJIHBIMH OPraHM4€CKMMHA
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Mistakes and complications in the diagnosis and treatment of children with organic
foreign body aspiration
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OcHoBaHueM 1151 MyOJIMKAIMY JAHHOH PA00THI MOCIYKHJIO YBeJHYEHHE YMCJIA eTel C JJIUTENbHO CTOSIIMMH HHOPOJHBIMH TeJIaMi
JIBIXATeJIbHBIX MyTeil OpraHnyecKoil NPUpPO/b, MO3IHAS AUATHOCTHKA KOTOPBIX BbI3bIBAET TsiXKeIble 0CJI0KHeHus. B ctaThe npex-
CTaBJIeHbI TPH HAaMOOJIee MOKA3aTeNbHBIX CIy4asi U3 00uIeil cepum, KOraa JMArHOCTHKA M JiedyeOHAsl TAKTHKA HA 3Tanax JedeHus
ObLIa conmpsiKeHa ¢ OMMOKAMHA KaK HAa JOTOCIHUTAJILHOM 3Tale, TAK M B CTANMOHApe. B mepBoM KJIMHHYECKOM Ciydae, KaK OKa-
3aJ10Ch, Y pe0eHKa MMeJIMCh MHOKECTBEHHbIe HHOPOIHbIe Tena. IIpu nmepBoii OPOHXOCKONMH ObLIO OOHAPYKEHO OJHO LEJIbHOE
HHOPOHOE TeJ0. M3-3a BripakeHHOro (PMOPUHO3HO-THOMHOTO 9HA0OPOHXUTA U KOHTAKTHOTO KPOBOTEYEHHs poueaypa OpoHxo-
ckonuu ObL1a 3aBepueHa. OnHako yepe3 10 queii peGeHOK caMOCTOATENLHO BHIKAILISI BTOPOE CEMEYKO, YTO 0KA3aJI0Ch IS HaC
HeOXHAAHHOCTBIO. IIpu KOHTPOIbHOI OpPOHXOCKONUM Yepe3 3 HeJ MHOPOJHBbIE TeJa He 0OHApyXKeHbl. Bo BTOPOM KIMHUYECKOM
Ha0M0IeHnN y pedeHKa Pa3BUIACh OPOHXOIKTATHIECKAS (0JIe3Hb BCJIECTBHE JUTUTEILHOTO HAXO0XKIEHHUS B IbIXATEIbHBIX MyTAX
HHOpOIHOro Teaa. Tperwii ciayyaii JeMOHCTPHPYET IMATHOCTHKY M TAKTHUKY JledeHUs1 Y peOeHKa ¢ MHOPOAHBIM TeJioM Ha (hoHe
KOpOHaBUPYCHOH MH(ekuuu. B nepBoM u TpeTheMm ciyyasix pe3y/bTarhbl JeueHus ObLIM yIOBJIeTBOPUTEIbHbIMU. Bo BTOpOM
ciyyae JUIMTENbHOE HAXOXKIEHHE ApaXuca B JbIXaTeJbHBIX MyTAX MPUBEIO K OPOHXOIKTATHUECKOMY MOPAKEHUIO HIDKHEH 10JH
JIeBOro JIETKOro, noTpedoBasuiemMy ee yaajneHus. B karamHe3e — kajno0 HeT pedeHOK pacTeT M Pa3BUBAETCS COOTBETCTBEHHO
Bo3pacry. B padoTe npoanai3upoBaHbl OINMOKH, JONMYIIEHHbIE HA TANAX AUATHOCTHKY U JieYeHUs AeTeil ¢ HHOPOJHBIMH TeJaMu
JIBIXATeJIbHBIX MyTei.

3akmoyenune. /leTd paHHero BO3pacta C JUIMTEJ]bHO M HETUNHYHO TEKYHIMMH 3200/IeBAHMSMM JbIXaTeJNbHBIX NMyTeil, COMHHU-
TEJbHON M /1ajKe HOPMAJIbHOW PEHTreHOJIOTHYECKOH KAPTHHOI € OTCYTCTBHEM HCYEPNbIBAIOIIMX CBeJEHMii M0 aHaMHe3y 3a200-
JIeBaHWii 10JDKHbI HACTOPOXKUTb BPaya ¢ TOYKH 3PeHHMs] BEPOSITHOCTH ACTMPALMH MHOPOJHOTO TeJa U MOCJIYKUTh OCHOBAHHEM
LISl BBINOJTHEHHSI OPOHXOCKOIHUH.

Karoueesvte caoea: demu, mHoMCeCMBeHHble UHOPOOHbIE MEAAd MPAXeoOPOHXUANbHO2O 0epesa, OCAOICHEHUS, OPOHX0IKMAMUUecKas
6one3ub, COVID-19.

Ansa untuposauns: baraes C.M., CocHoBa C.[1., 3ypbaes H.T., MonotoB P.C., Epemun [.5., bataes A.C. OLunbKu 1 OC/TOXHEHWS B ANarHoc-
TUKE U JIeHEHNN AEeTEeN C MHOPOAHbLIMY OPraHn4ecKuMy Tenamm AbixatesibHblX nyTei. Poc BecTtH nepuHaton v neavatp 2023; 68:(1): 110-116.
DOI: 10.21508/1027-4065-2023-68-1-110-116

The reason for the publication of this article was the increase in the number of children with long-standing organic foreign bodies
in the respiratory tract, the late diagnosis of which causes severe complications. The article presents the three most significant
cases from the general series, when the diagnosis and treatment tactics at the stages of treatment were associated with errors both
at the prehospital stage and in the hospital. In the first clinical case, as it turned out, the child had aspired multiple foreign bodies.
The first bronchoscopy revealed one solid foreign body. Due to severe fibrinous-purulent endobronchitis and contact bleeding,
the bronchoscopy procedure was aborted. However, after 10 days, the child independently coughed up the second seed, which
was a surprise to us. Control bronchoscopy after 3 weeks revealed no foreign bodies. In the second clinical observation, a child
developed bronchiectasis due to a long stay of a foreign body in the respiratory tract. The third case demonstrates the diagnosis
and treatment tactics in a child with a foreign body against the background of a coronavirus infection. In the first and third cases,
the results of treatment were satisfactory. In the second case, a long stay of peanuts in the respiratory tract led to bronchiectasis
in the lower lobe of the left lung, which required its removal. In the follow-up, there are no complaints, the child grows and develops
according to age. The study analyzes the mistakes made at the stages of diagnosis and treatment of children with foreign bodies
in the respiratory tract.

Conclusion. Young children with long-term and atypically current respiratory diseases, dubious and even normal radiological picture
with the absence of comprehensive information on the anamnesis of diseases should alert the doctor to the possibility of aspiration
of a foreign body in the respiratory tract and serve as the basis for performing bronchoscopy.

Key words: children, multiple foreign bodies of the tracheobronchial tree, complications, bronchiectasis, COVID- 19.
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bamaes C.M. u coasm. O1IMOKM 1 OCJIOKHEHUS B IMArHOCTMKE U JICYSHUU JeTeil C MHOPOIHBIMM OPraHMYECKUMU TeIaMU JIbIXaTeIbHBIX MyTeit

pobiemMa AMATHOCTUKU W JIEYEHUs HeTeil ¢ WHO-

POOHBIMU TeJlaMU JbIXaTeJIbHBIX TyTeil ocTaeTcs
aKTyaJIbHOM B CBSI3M C OTCYTCTBUEM TEHIEHIIUN K YMEHb-
IEHWIO WX 4Yuciaa. MHOTrMe acIeKThl JUAarHOCTUKU
U JIEUEHMST STOTO 3a00JIeBaHUSI pACCMOTPEHBI B OOJTHIIIOM
KOJIMYECTBE TyOJMKALINI, OIMKMCHIBAIOIINX 3HAYUTETb-
HOe 4Mciao aBTopckmx Haomomenmit [1—18]. OcHoBa-
HUEM JJIS TTyOJIMKAIIMY HACTOSIIIENH PabOThI TTOCTY KN
YYACTUBIIMECS CITydau C JUTUTEIbHO Hepacro3HAHHBIMU
WHOPOIHBIMU TeJaMU IbIXaTeJbHBIX TyTE€i y JeTeid.
IMo3aHss NUArHOCTMKA TAKMX WMHOPOIHBIX TEJl MOXKET
MPUBECTH K TSKEJIOMY OCJIOXHEHUIO — JTUTEIBHOMY
TEYEHUIO PEUUANBUPYIONINX THEBMOHUI ¢ pean3alneit
B OpOHXO3KTaTUYECKYyIo OoJie3Hb [3, 11, 13, 16, 18].

IlepBbie, KTO CTANIKMBAETCS C JaHHOU TpoOJIeMoit, —
neauatpbl. [103TOMy 1eJb HACTOSIIEH CTaTbU COCTOMT
B OMMCAHUW HECKOJIbKUX HanboJee MHTEPECHBIX HA0TI0-
JIEHU W3 HAIero OIbITa, KOTOPbIe OBLINA COTPSTKEHBI
C IHWarHOCTUYECKUMH CJIOXHOCTSIMU W  OIIMOKaMU,
MPUBEIIINMU K TSIKEIBIM OCJIOXHEHUSIM. Bee ot netn
WMeNTd acTUpalrio MHOPOTHOTO Tejla OpraHu4ecKOoro
MTPOUCXOXKICHUS.

Knunaunyecknii cayyais Nel. Manbuuk I'., 2 1eT 2 Mec,
noctynua B JITKB Ne9 um. I''H. Crniepanckoro ¢ xajo-
6aMU Ha Kalllellb M ONBIIKY. VM3 aHaMHe3a M3BECTHO,
yrto B aBrycTe 2019 r. pebeHOK BIOXHYJ (pparMeHT apOy3a
BO BpeMms enbl. OTMeYalliCh Kalllelib, 3aTPYIHEHNE TbIXa-
Hust. [Tocse mprMeHeHUsI KOHCEPBATUBHBIX Mep (CO CJIOB
Marepu, TOCTYKMBaHUS TIO CIMHE) Kalleslb TpeKpa-
Tricsa. OmHaKo B TeUeHUE Mecsiia y peOeHKa COXPaHsIICS
MepUoANYECKUIA Kaliesb. [TeauaTp o MecTy KUTeThCTBA
MPENNoIoXNI, 4To y pebeHKa neOloT OpOoHXMaTbHOI
aCTMBI, TIO TTOBOMY YE€TO TTPOBOAMIOCH COOTBETCTBYIOIIIEE
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JleyeHne 0Oe3 cymecTBeHHOTo 3¢ dekra. JlaHHOoe 00cTOo-
SITEJILCTBO TOCIIY>KWJIO OCHOBaHMWEM ISl TOCTUTaIu3a-
MU B Haml cTaruoHap. PusmkaabHOe 0oOCIeIoBaHME
BBISIBUJIO OCJIa0JIEeHUE IbIXaHUS U eIMHUYIHBIE TPOBO-
JHBIE XPUTIBI B TIPOEKIINK Oa3aIbHBIX CETMEHTOB JIEBOTO
Jerkoro. Ha peHTreHOrpaMme opraHoB TPYIHOM KJIETKH,
0YaroBbIX ¥ MH(PUIBTPATUBHBIX TEHEM, a TAKXKe JaHHBIX,
MOATBEPXKAAOIINX WHOPOIHOE TeJo, He OOHapy:KeHO
(puc. 1, a). C yyeToM maHHBIX aHaAMHe3a BBITIOJTHEHA
purngHasg 6ponxockonus. O0HapyXeHbl (PUOPUHO3HO-
THOWHBIN TpaxeuT U 3HIOOPOHXUT, B OOJbIIEH CTEIEHU
JIOKaJM30BaBIlIMecss B o0nacTu OudypKauuu Tpaxeu
M yCTheB TNaBHBIX OpoHxoB. [locne acnupauum Gpubpu-
HO3HO-THOMHBIX HAJIOXEHWN TIOSIBUJINCH OYEPTAHUS
MHOpPOIHOTO Tena (apOy3HOe CeMeuyKo), KOTOpoe ObLIO
u3BieyeHo (puc. 1, 6). Acnupanust GuOpUHO3HO-THOM-
HOTO CeKpeTa C TPOMBIBAHUEM TpPaXxeoOPOHXUATBHOTO
JiepeBa BbI3BaJIO KOHTAKTHOE KPOBOTEUEHUE U 3arpsi3He-
HUE ONTUYECKOU cucTeMbl. JanbHelmit ocMOTp Tpaxe-
00pOHXMAJIBHOTO JiepeBa ObLT 3aTpyaHeH. Tak Kak WHO-
pPOIHOE TeJIO ObLIO YHAJeHO, BBIMISACIO IIEIbHbBIM,
a JlaHHbIe, TIOATBEPXKIAMOIIMe HaJIu4due JIPyroro WHO-
POJTHOTO TeJia, OTCYTCTBOBAJIU, OBLIO PEIIeHO 3aBEPIIUTD
OPOHXOCKOMHNIO ¢ Ha3HAYeHWEM MYKOJIUTUKOB U PEKO-
MEHIalMel SIBUThCS B IJIAHOBOM TOPSIIKE Ha TTOBTOP-
HYI0 OpOHXOCKOIHIO uyepe3 1 mec.

OnHako TIOC/ie BBIMMCKU M3 CTallMOHapa Ha TIpo-
TsokeHun 10 mgHeit y pebGeHKa TpOIoJIKaics TepUoam-
YeCKHWI TIPOAYKTUBHBIN Kalreidb. [Ipu odepeaHOM Mpu-
CTyIe Kaluisd y peOeHKa CaMOCTOSITEIbHO OTONLIO ellle
O/IHO apOy3HOE CEMEUKO, KOTOPOE TakXkKe ObUIO 1IeJTbHBIM.
TTpy1 MOBTOPHOI TOCTIUTAIA3AIUY TTPOBEAEHBI KOHTPOJTb-
Hble OPOHXOCKOIMMSI M peHTreHorpadusi OpraHOB TPYI-
HOU KIIeTKU. BocmanuTenbHble M3MEHEHUS CIM3UCTOM
000JIOUKH TPaxXeoOPOHXMATLHOIO JiepeBa KyMMpPOBaHBI,
WHOPOIHEBIE TeJla B IbIXaTeIbHBIX MYTSIX He OOHAPYsKeHBI
(puc. 1, B). B HacTosI11Iee Bpemst peOeHOK XKajlod He Mpeab-
SIBJISIET, PACTET U Pa3BUBAETCSI COOTBETCTBEHHO BO3pacTy.

Knunnyeckuii cyyaii Ne2. JleBouka b., 3 yer, B OKTsI-
ope 2018 r. moctyrmmuna B JAI'KB Ne9 mm. I''H. Crre-
paHCKOro ¢ >kajo0aMu Ha TepUOAUYECKMI Kalleib,
MepUoANYECKre TTOAbEMBI TeMIepaTyphbl Tela 10 Cy6-
GeOpmIbHOH, ¢1aboCTh, CHUKEHUE aIllleTUTa, OTCTaBa-
HUe B (U3MYECKOM pa3BUTUU. M3 aHaMHe3a M3BECTHO,
yTo y pebeHKa 3a 18 Mec 10 MOCTYIIEHUSI B KJIMHUKY
Ha (hoHE TTOJTHOTO 3IOPOBbS MOSIBMIIMCH Kalllelb U CBU-
cTsIee AbIXxaHue. B nanpHeleM mprucoeAMHUINCH CUM-
MTOMBI TPaXeOOPOHXUTA W THEBMOHUM, TIO TIOBOIY Y€Tro
moJtyJaja aMOyJIaTOPHO aHTUOAKTEpUaTbHYIO M CUMIITO-
MaTHYECKYIO Teparnuio Ha MPOTSKeHUH 2 Mec 6e3 cyle-
CTBEHHOW TIOJIOKUTEJbHOW JTWHAMUKHW. YYaCTKOBBIN
MeauaTp pPEeKOMEHIOBANT TOCIUTAIU3AIMIO B  CBI3K
C TOMO3peHWEeM Ha WHOPOTHOE TEeJO JIbIXaTeTbHbIX
nyteit. PurumHass OpoHXOCKOMMUSI BbIsIBWIIA (hparMeHT
apaxuca B TpocBeTe OpOHXa HMXKHEW OJU JIEBOTO JIeT-
koro. Co clioB ponuTesieid, ynaieHrue WHOPOIHOTO Teja
OBIJIO IJTUTEIBHBIM U TPaBMAaTUYHBIM, C KPOBOTEUEHUEM
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B MeCTe CTOSHUSI WHOPOAHOTO Teja. Bpayam ymaiaoch
MU3BJIeYb HECKOJIBKO (PparMeHTOB apaxuca, 1 1o OI1caH-
HBIM BBIIIE 00CTOATENLCTBAM MPOLIEAYpa OPOHXOCKOITUN
Obla 3aBepiieHa. OMHAKO B MOCEAYIOIMIEM COCTOSTHUE
pebeHKa He YIydllajaoch: MPOIOJIKAICS MPOTYKTUBHBIN
KallleJib C OTXOXIEHUEM THOWHOM MOKPOTHI, IMEPUOIN-
YyeCcKHMe ITOABbEMbI TEMIIEPATyphl Teja, MHOTOKpPATHBIE
SMU30bl JIEBOCTOPOHHEN MHEBMOHUM HA TPOTSKECHUU
nocnenytomux 1,5 roga. C atuMm kajmobamMu pebeHOK
ObUI TOCIUTAIM3MPOBAH B HAIll CTAllMOHAP.
ITpoBeneHHbIE HAMU AUATHOCTUUECKKIE MEPOITPUSITUS
BBISBWIM TIPU3XHAKU OpPOHXOIKTATUYECKON OOJIE3HHU,
KOTOpbIE€ Ha KOMITBIOTEPHOI ToOMOrpaduu orpeaeIsiiinch
B BUae (pUOPO3HBIX M3MEHEHMI JIETOYHOM TMapeHXUMBbI
C HaJIMYueM LUJIUHAPUYECKUX U KHUCTO3HBIX OPOHXO-

B MOMOLLIb TPAKTUHYECKOMY BPAYY

9KTa30B (puc. 2, a). [Ipn OpOHXOCKONUM OTCYTCTBOBAJ
MPOCBET HUXXHENOJEBOro OpoHxa, OOHapyXeHbI TpPU-
3HaKM THOMHOTO 3HIOOPOHXUTA; BEPXHENOJIEBON OPOHX
W TIOCHEyIole TeHepallMu OpPOHXOB He ITOpakeHbI,
YTO TIO3BOJMJIO HaM OMNPECTUTh O0BbEeM PEe3eKIINH.
Bbuta BeIMoOTHEHa BUIC0ACCUCTUPOBAHHAS JIOOOKTOMMS
HIDKHEN oMM JIeBOro Jierkoro. IlociieomepanioHHBIN
MePUOJ MTPOTEKa YIOBJIETBOPUTETLHO.

Ha KOHTpOJBHOW KOMITBIOTEPHON TOMOTrpaduu
OpraHoOB TPYAHON KJIETKM, BBITIOJTHEHHON uepe3 12 Mec,
KyJIbTSI HMXKHEI0JIEBOTO OpoHXa cjieBa 0e3 MaTOJIOTUU.
OTMeyvaeTcss YIUIOTHEHHE B 3aJHUX OTIENax JIEBOTO
JIETKOTO, KOTOPOE COOTBETCTBYEeT TUTAHOBBIM CKOOGaM
ot cuiuBatoiero anmapara (Echelon), nucrnonbzoBaHHOTO
BO BpeMsI OTIepallii; BOCTTATUTEIbHBIC U IECTPYKTUBHBIE

Puc. 1. Jannbie o0cienoBanusa Majbunka I'., 2 et 2 mec.

a — PeHTreHOrpaMMa OpraHoB IPYAHOl KJIeTKH B MPSAMOii MPOEKIHUH, HA KOTOPOii oyarosbie U HHGHILTPATHBHbIE TEHH, HHOPOI-
HOe TeJI0 He 00HapykeHbl; 0 — ()OTO yHaJeHHOro HHOPOAHOro Teja (apOy3Hoe CeMEYKo), MOKPHITOE rPAHYISAUMAMH, pa3MepaMu
11x5 MM; B — peHTreHOrpaMMa OPraHoB rPYAHON KJIeTKH B PSMO#i POEKIUH NP MOBTOPHOU NOCIUTAIN3AIMH, TAHHBIX, OATBEPK-
JAIOIMX MHOPOJTHOE TEJNO, HeT.

Fig. 1. Examination data of the boy G., 2 years 2 months.

a — chest X-Ray in a direct projection, on which focal and infiltrative shadows, a foreign body were not detected; 6 — a photo
of the removed foreign body (watermelon seed) covered with granulations, size 11x5 mm; B — chest X-Ray in direct projection during
re-hospitalization, no data for a foreign body.

Puc. 2. Pe3yabTaTnl 00c1e10Banns 1eBoYKa b., 3 j1eT: KOMIbIOTEepHbIE TOMOTPAMMBI OPTAHOB IPYIHO! KJIETKH B AKCHAJIbHOI POEKIHH.
a — B HIDKHEI J10J1e JIeBOTO JIETKOTO ONpeAe/IsiOTCS MHOXKeCTBEeHHbIe OPOHX0IKTA3bl; 0 — depe3 12 Mec mocJjie OnepaTuBHOrO Jievye-
HMS: IATOJIOTMYECKUX U3MEHEHUIl HeT.

Fig. 2. The results of the examination girl B., 3 years old: Chest CT scans (axial slices).

a — multiple bronchiectases are detected in the lower lobe of the left lung; 6 — 12 months after surgical treatment: no pathological changes.
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bamaes C.M. u coaem. O1IMOKM 1 OCJTOKHEHUS B IMArHOCTUKE M JICYSHUU JeTel ¢ MHOPOIHBIMU OPraHUYECKUMU TeIaMU JIbIXaTeIbHbIX nyTeit

U3MEHEHUs JIETKUX He omnpenensitorcs (puc. 2, 6). Pebde-
HOK HaOJIIOJaeTcsl 10 MECTY KUTEIbCTBAa y TeAuaTpa,
MTyJIBMOHOJIOTa, TOPaKaJIbHOTO XUpypra.

Kmnnveckuii coayyaii Ne3. JIaHHBIN KIMHUYECKUI
ciyJyail IeMOHCTPUPYET CIOKHOCTh JUATHOCTUKUA WHO-
POITHOTO Teja B AbIXaTeJIbHBIX MyTSIX B TIEPUOI TaH/Ie-
MWW HOBOM KOpPOHaBUPYCHOUW WHMekuuu. JleBouka
2 neT 8§ Mec MOCTYNWI B KIMHUKY. M3 aHamHe3a 3a00-
JIeBaHUSI U3BECTHO, YTO B KOHIIe aBrycta 2021 r. pebe-
HOK pa3keBaJl CKOPJYITy OT (PUCTAIlKM, MOJABUICH,
3aKanuisiicss.  PomuTenm  caMOCTOSITEIbHO — BBI3BAIU
JIBaXKIbl PBOTY, (DparMeHThI CKOPJIYITHI B PBOTHBIX Mac-
cax poauTteSssMu ObuTM HaieHbl. [losBuIMCh XanoObl
Ha TIPOAYKTUBHBIN Kamieiab. PebeHok moyyan amOyna-
TOpHOE JIeYeHe Ha MPOTSKeHUM 3 Hell, OHAKO Kalllelb
YCUJTUJIICS, TIOSIBUIOCH CBUCTSIIIEE IbIXaHUE, YTO TOCTY-
SKUJIO OCHOBAHWEM JUTSl oOpallleHusT B Halll CTallMOHap.
Bo Bpewmsi oOcnenoBaHMsI TIOJNYYEH MMOJOXUTEIbHbIN
[T P-tect nHa COVID-19. I1pu noctyrieHUr OTMEUEHO
yBeTMYEHWE YaCTOThI IBIXaHUIM 10 32 B MUHYTY, HaChl-
meHue (caTypauus) Kposu kuciaoponom (SpO,) mo 95%,
yJacTHhe BCITOMOTAaTeIbHOM MYCKYJaTyphl B aKTe IbIXa-
Husa. Ilepronnueckn BO3HWKAET BIIAXHBIM Kalllelb.
BrimtotHeHa peHTreHoTpadust OpraHoB IPYIHOM KIETKU

Puc. 3. Jannbie 00cJie10BaHNs JEBOYKH 2 JieT 8 mec.
a, 0 — PenrtreHorpaMMbl OpraHoB rpyIHO¥ KJIETKH
B npsMoii (a) n 00KOBO#i (0) MPOEKUMAX, BHINOJI-
HEeHHbIe NP NOCTYIUIEHUN: OTYETIUBBIX PEHTTEHO-
JIOTHYEeCKHUX MPU3HAKOB HAJMYNS HHOPOIHOTO Teja
HeT, 0YaroBbIX W MH(MWIbTPATHBHLIX TeHEil HET;
B — KOMINbIOTEPHAS TOMOTPAMMA OPTraHOB IPYIHOM
KJIETKM B KOPOHAPHOIl MpPOEKUMH, HAJIUYME WHO-
POIIHOTO TeJjIa HAl YCThEM JIEBOTO HIZKHEIOJIEBOTO
Oponxa (yKa3aHo CTpeJIKOi); T — 3HaodoTorpa-
¢usa: 1 — runeprpanyisnus JeBOro HIKHEIOJe-
BOro OpoHXa, 2 — WHOPOJHOE TeJO, W3BJIEeYeH-
HOe M3 TMneprpaHyjisuuu, 3 — 3HA0CKONUYeCcKHe
HIUMIbI, KOTOPHIMH 3aXBAYEHO HMHOPOIHOE TeJO;

B JIBYX TPOEKIMSIX, HAa KOTOPOW SIBHBIX TPU3HAKOB
HaJIMIUST THOPOIHBIX TEJT IbIXaTeJbHBIX MyTeil He 0OHa-
pyxeHo (puc. 3, a, 0).

YuuTbiBasi HaHHbIE aHaMHe3a: 3a(pUKCHpPOBaH-
HBI BMU30I acNUpaluyd WHOPOIHOTO Teja, CBUCTS-
mee abIXaHWe, HEKYMUPYIOIIUACS BOCTATUTEIbHBIM
MpoliecC Ha TMPOTSDKEHMM | Mec M TOATBEPKACHHBIM
COVID-19, Obl10 MPUHSTO pellieHue O TIPOBENCHUU
KOMITBIOTEPHOI TOMOTpauM B YCIOBMSIX «KPacHOM
30HBI». Ham ycTheM JI€BOrO HUIKHEIOJEBOTO OpOHXa
00Hapy>XeHO WHOPOIHOE TeJO C YacCTUYHOM OOTypa-
nueit ee mpocsera (puc. 3, B). [lpu purugHoit 6poHX0-
CKOIMU B YCThe JIEBOTO TJIABHOTO OpOHXa IO BepXHE
MOJYOKPY>KHOCTH OOHapyKeHa rpaHyIsIIMOHHAas TKaHb
BOKPYT MHOpOAHOTO Tesia. MHOpomHOe TeJlo — CKOopJTyIa
ducramiku pazMepamu 12 x 6 MM — OBUIO MHTUMHO
WHTETPUPOBAHO CO CIU3UCTON 000J0UYKOl Ha 12—3 u
yciaoBHoOro uudepbnara. MHOponHoe Teso U3BJIEYEHO
(puc. 3, r, n). BeimosHeHa caHalMs TPaxeoOPOHXU-
ambHOTO HepeBa. [locieomnepallMOHHBIN MEPUOI TPO-
TeKaJl YIOBJIETBOPUTENBHO, Yepe3 4 Hell Mociie MepBoit
OPOHXOCKOIIMY BBITIOJTHEHA KOHTPOJIbHAsT (pruOpoOpOH-
XOCKOITHSI: WHOPOIHBIE Tella He BBISBICHBI, Tpaxeo-
OpOoHXUAaJIbHOE IepeBo Oe3 MPU3HAKOB BOCITAJICHUSI.

r — (oTorpadust MHOPOIHOTO TEIA — CKOPJIYNa (hucTAmKK pa3mMepaMu 12x6 mMm.

Fig. 3. Examination data of a girl 2 years 8 months.

a, 06 — Chest X-Ray in the direct (a) and lateral (6) projections made upon admission. There are no distinct radiological signs of pres-
ence of a foreign body, there are no focal and infiltrative shadows; B — chest CT scans (coronal slices), the presence of a foreign body
above the mouth of the left lower lobe bronchus (indicated by an arrow); r — endophotography: 1 — hypergranulation of the left inferior
lobe bronchus, 2 — a foreign body extracted from hypergranulation, 3 — endoscopic forceps with which a foreign body is captured:
1 — a photo of the foreign body, a pistachio shell size 12x6 mm.
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06GcyxaeHue

Acnivpanusl  ObIXaTeJbHBIX  MyTeil  MHOPOIHBIMU
TeJlaMU — OJTHO U3 YPTEHTHBIX COCTOSTHUI, KOTOPOE MOXKET
MIPUBECTHU Jake K JIeTATbHOMY MCXOMY, a TIOTOMY TpeOyro-
1ee MPOBEACHUS He3aMeUTUTENIbHBIX MeponpusiTuii [1—3,
5, 12, 16]. HauGompbliasg yacToTa acrupainyii MHOPOI-
HBIMU TeJIaMU MPUXOAUTCST Ha Bo3pacT oT 10 Mec o 5 ner
¢ TIMKOM 3a00JIeBaeéMOCTH B Bo3pacte oT 1 1o 2 et [4].
Cpenu actiuprpOBaHHbBIX B IbIXaTeIbHbBIE TTYTH MTHOPOIHBIX
ten B 80—90% ciiyyaeB OHM OOHApYKMBAIOTCSI Ha OpOH-
XAaTbHOM JepeBe. DTO CBSI3aHO € pa3Mepamu, (GhopMoii
MHOPOMHBIX TeJI M AUAMETPOM IIpocBeTa OpoHxoB [5, 13].
OCIOXXHEHWsI, pa3BUBAIOIIMECS TIOCIE aCIUpaldd WHO-
POIHBIX TeJI B TPAXeOOPOHXMATbHOE JEPEBO, TIO JTAHHBIM
3apyOeKHBIX aBTOPOB, BapbUpyIOT OT 14,6 mo 27,8% [6, 12].
IMomamast B abIxaTeNbHBIE ITyTH, WHOPOIHBIE TeJla BBI3BI-
BalOT MOpP(OJOTHMIeCKe W3MEHEHHMS] OPOHXUAIEHOTO
JiepeBa M HapylaloT TPaxeoOpOHXUATbHYIO TTPOXOIUMOCTh
[14—16]. KimuHuyeckue TIpOSIBICHUST He BCerma ObIBAlOT
SPKUMU ¥ TUTTUIHBIMU JUTS TIOMOOHBIX COCTOSTHHI, MHOTIA
CITy>kKaT OCHOBaHHMEM JIJIsl BBICTABJIEHUSI OIIIMOOYHOTO Uar-
Ho3za [11, 13]. Tak, B padote J.R. Lumaya u coasr. [7] oru-
ChIBaeTCsI CITyvaii IIUTEILHOTO, B TeUeHUe 6 JIeT, HaxXoXIIe-
HMSI THOPOJHOTO Tejla (MeTaumdeckast 4acTh KapaHmalia
C JJaCTUKOM — (eppyJ1) B JIEBOM IJIaBHOM OpPOHXE, OIIU-
GOYHO TIPUHSTOTO 3a TyOepKyJse3 JEerKUX, MO TTOBOLY Yero
TPOBOIMIIOCH CHIELIM(DUIECKOE JIeUeHNE.

KnuHnueckue mposiBiIeHUs MPU acTTUPaLiii WHOPOI-
HOTO TeJla HEPEeIKO TPaKTYIOT JeOI0TOM OpOHXMATbHOM
acT™Mbl [3, 16, 18]. B pesynbrare neTH 1Moay4aroT JUIMTE b-
HyIO U Hea((EeKTUBHYIO Teparuio, Kak ObUIO OMKMCAHO
B TIEPBOM cJlyJae Hallel cepru. DTOT cliydail ele mpu-
MeyJaTesieH OOHapyXXeHUeM MHOXECTBEHHBIX WHOPOI-
HBIX TeJI, UTO BCTpeuaeTcsl KpaitHe penko. B nmutepatype
OMNucaH TOMOOHBIN Ccly9ail MHOXKECTBEHHBIX WHOPOI-
HBIX TeJ ((pparMeHTHI apaxuca) y pedbeHka | roma 6 Mec,
y KOTOPOTO OblIa BBITTOJTHEHA TOMBITKA YIaJeHUS BCEX
(bparMeHTOB MHOPOIHBIX TeJ BO BpPeMsl OPOHXOCKOITHM.
Ho npu u3BneyeHnn Hanbosiee AMCTATbHO PACIOIOXKEH-
HBIX IBYX (pparMeHTOB apaxuca B JIEBOM IJTaBHOM OpOHXe
BO3HUKJIM 3HAYUTENIbHbIE TPYAHOCTU. [TepBhIii (hparMeHT
apaxuca OblJT U3BJIeYeH, HO Y pebeHKa BOZHUKIIA aCHCTO-
JIASI, 9TO TMOTPebOBaJO CepIeYyHO-JIETOYHON peaHMMa-
IIMW Ha OTepallMOHHOM CTOJIe MOCJe YIaJIeHUs BTOPOTO
(bparMeHTa MHOPOIHOTO Tella, JajbHelIee yXyaIIeHue
COCTOSTHUSI TIPMBEJIO K cMepTH nauueHTa [17].

B Hamewm ciydae, oGHapyXuB LIeJTbHOE WHOPOIHOE
TEJO0 W BBIPAXEHHBIN (UOPUHO3HO-THOMHBIN Tpaxeo-
OPOHXUT C KOHTAaKTHBIM KPOBOTEUEHHMEM TIpU CaHaIlWH,
MBI TIPEKpaTWIM MaHUITYJSILUI0 B HaaexIe Ha paspe-
IIeHEe BOCTIAIUTENLHOTO TMpoliecca TMOI BO3AEMCTBUEM
KOHCEepBaTMBHOM Tepanmuu. B ciiydae ¢ WHOPOIHBIMU
TeJaMU PacTUTEJIbHOTO TIPOMCXOXAECHUs (Opex, apaxuc
1 TTOMOOHBIE THOPOIHBIE TeJIa) HepeJIKO BO3HUKAET (hpar-
MEHTaIlMsT WHOPOMHBIX TEJ, UTO TPeOyeT MOITAITHOTO X
u3BjIeYeHus1. B maHHOM 3Ke ciydae MHOPOIHOE TeJIO ObIIO

B MOMOLLIb TPAKTUHYECKOMY BPAYY

LIEJTbHBIM, YTO W TIOCITYKWJIO OCHOBAaHMEM JJIsI TpeKpa-
IIEHUS TIpOLIeAyphl. B mTOre MBI He OOHApPYXKWJIA BTO-
poe MHOPOIHOE TeJI0, KOTOPOoe, TTOJ0OHO TTepBOMY, OBLIO
MMOKPHBITO (PUOPUHOM 1 HE BU3YaIM3UPOBATIOCH B ONTHYE-
CKOIl cCTeMe pUTUIHOTO OpoHxocKoma. JlaHHoe Ha0mo-
JeHUEe 3a0CTpseT Hallle BHUMaHWE Ha TOM, 4YTO, XOTSI
W OYeHb pPENKO, MOMOOHBIE Cydad BO3MOXHBI. B nute-
paType MBI OOHApyXWJIM ellle Oojiee peaKoe HaOmome-
HUE, B KOTOPOM OIMMCHIBAETCSl UICTOPUsI 00JIe3HU pebeHKa
3 JIeT ¢ WHOPOAHBIM TEJIOM THIIEeBoAa (MeTajInJecKast
aitba IMaMeTpoM IIo 2 ¢M), TIOCTIe U3BJICYEHUST KOTOPOTO
Ha MPOTSDKEHWHM 8 MeC COXpaHSTUCh KallleJdb W SIBJICHUS
TpaxeoOpoHXUTa. BbIMOTHEHHAass OpPOHXOCKOIMUS BBISI-
BWJIa (pparMeHT KYpPMHOI KOCTH, TTOCIIe YAaJeHUsT KOTO-
poii oXumaemoe YJIydlleHUe COCTOSTHUSI He HACTYITUIIO,
YTO TMOTPeOOBAIO BHITTOJHEHHSI TTOBTOPHOM OPOHXOCKO-
MU ¢ OOHapyXeHWeM JIOMOJHUTEIBHOTO (hparMeHTa
KYPUHOM KOCTH, PaCITOJIOXKEHHOTO B KOHTpaslaTepaTbHOM
oponxe. JlaHHOe HaOOAeHNE NIEMOHCTPUPYET, UTO MHO-
pOmHBIE Tejla y JeTeil MOTYT BCTpeyaThCsl B pa3iny-
HBIX COYETAHUSAX U B OTCYTCTBHE OTYETIIMBBIX CBEICHUIA
OT pebeHKa 3TO MOXET MPUBECTH K MOTOOHBIM TUATHO-
ctryeckuM cinoxxHocTsiM [10]. TTosTomy He crienyeT UrHo-
pPUPOBaTh CYIIECTBYIOLIYIO TIPAKTUKY BBITIOJTHEHUS] KOH-
TPOJILHOI OPOHXOCKOIUY B TeUeHNe | Mec B 3aBUCUMOCTH
OT CTEMeHM BOCTAJIEHUSI CIM3HUCTON OOOJIOUKU Tpaxeo-
OPOHXUATBLHOTO JepeBa C IIEJbIO BBISIBJIEHUST OCTATOY-
HBIX (PparMEeHTOB WU JTOTTOJTHUTETbHBIX MHOPOIHBIX TeJI.
Oco0eHHO 3TO KacaeTcsi HHOPOIHBIX TeJI PACTUTEIBHOTO
npoucxoxnenust [1-3, 4]. B ciydyae urHopupoBaHWMS
TaKOM MPaKTUKU BO3MOKHBI OCIOXKHEHUST, KaK BO BTOPOM
HaOJIIOIEHNN, B KOTOPOM pa3BUIach OPOHXOIKTaTHIECKAsT
60J1e3Hb. DTO OCJIOXKHEHUE CTaJl0 CJIEACTBUEM XPOHMUE-
CKOTO TeueHUs 3a00JieBaHs TTPU 0OTypallii MHOPOIHBIM
TEJIOM MPOCBeTa OpoHXa, MPUBEAIIAST K MOPAXKEHUIO CITH-
31CcTOM 00010uKM OpoHxa [1—3, 14, 18]. B mocnenyromnem
MOpakaloTcsl BCE CTPYKTYPHBIE 3JIEMEHTHI OpOHXa: Mcue-
3a10T 3JIACTUYECKUE BOJIOKHA, MOBEPTaroTCs AUCTPOPU-
YECKUM M3MEHEHUSM XPSIIA W MBIIIEYHbIE 3J€MEHTHI.
B nopaxkeHHOM ydJacTKe BOCHAJUTEbHBIN MpOoIece pHu-
BOIMT K HAPYIIEHUIO MOTOPUKKM OGPOHXMAJIBLHOTO JAepena.
PazuBaetcst nuddy3HbIi THOMHBI OPOHXUT C HUOPO3-
HBIM M3MEHEHUEM TIepuOpoHXHaIbHOM TKaHu. Ha 3aBep-
IIaoIIeM 3Tare MpolecC 3aKaHYMBaeTcsl (puOPO3HBIMU
M3MEHEHUSIMU CTEHOK OpOHXa W pacIIMpeHueM ero mpo-
cBeTa ¢ (popMHUpoBaHUEM OPOHXOIKTA30B, UMEIOIIIMX MPO-
rpeccupyoluii 1 HeoOpaTUMBbIN XapakTtep. Jlaxe mocie
yIaJleHUs THOPOIHOTO Tejla GPOHXOIKTATUIECKUI TIPO-
1IeCC MOXKET PacTpOCTPAHATLCS Ha TIPUIIEKAIINe OTHEIIbI
TpaxeoOpoHxuaabHOTO aepena [3, 8]. [IpuBeneHHBIN ciy-
yail IEeMOHCTPUPYET, UTO Jaxke OPOHXOCKOIUS C yrmaje-
HUeM (DparMeHTOB MHOPOIHOTO TeJla He TApaHTUPYET €To
MOJTHOTO M3BNeueHus. OcTaBIIMiics (parMeHT apaxuca
MOAAEePXKUBAJT BOCTIAJIUTENTLHBIN TIPOIIECC IO OTMMMCAHHOMY
BbIlIle MexaHu3My. CliefyeT cuMTaTh OLIMOOYHOM TakK-
TUKY, TIPU KOTOPOI He BBITTOJHSETCS TTOBTOpHAsT OPOH-
XOCKOTIHMSI [IJIsSi KOHTPOJISI pe3yibTaTa nepBoil. Tem Oosnee
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bamaes C.M. u coasm. O1IMOKM 1 OCJIOKHEHUS B IMArHOCTMKE U JICYSHUU JeTeil C MHOPOIHBIMM OPraHMYECKUMU TeIaMU JIbIXaTeIbHBIX MyTeit

Korma y pebeHKa ObLT OTYETIIMBO 3a(hUKCHUPOBAH STU30.
acrypanyy WHOPOAHOTO Tejla, YTO He BBI3BIBAJIIO CIIOXK-
HOCTEe C WHTeprpeTalreil MPUIMHHO-CIEACTBEHHOM
CBSI3M C KIIMHUYECKUMU MposiBieHusiMu. [Tocnenyroime
CHUMIITOMBI 3a00JIeBaHUST Ha MPOTSKEHUM 1,5 Toma mocie
OGPOHXOCKOIHU JOJKHBI ObITU MPUBECTH K MBICTU O HE00-
XOIMMOCTH TTPOBEICHUS TTOBTOPHOTO MCCIeIOBaHMs. DTO,
BEpOsITHEE BCETO, MOTJIO OBl TIPEAYIPEANTh BOSHUKHOBE-
HHE CTOJIb TPO3HOTO OCJIOKHEHUSI, KaK OPOHXO3KTaTHUe-
cKast 60JIE3Hb.

Tperbe HaOMOAEHUE TpUMEYATEIbHO HE TOJIBKO
coYeTaHWEeM WHOPOTHOTO Tejla C KOPOHABUPYCHOM
nHdekuueir (COVID-19), HO 1 0COOEHHOCTSMU Auar-
HOCTUKHU. Y pebeHKa ¢ OYeBUAHBIM aHAMHE30M acIu-
palii  WHOPOOHOTO Tejla C 3aTsSKHBIM —TeUYeHUEM
pecrupaTopHOTro 3a00JieBaHUSI HECIOXHO OBbLIO TIpes-
MOJIOXUTh €T0 BEPOSITHOCTb, OH ObLI TOCTTUTAIM3UPO-
BaH JIJI BBITIOJIHEHUST OpoHxockonuu. OmHAKO HalIndue
KOPOHAaBUPYCHON WHMEKIMM W HaxoXIeHHe pebeHKa
B «KpaCcHOW 30HEe» 3aCTaBUJIO HAC JUTSI YTOYHEHMS Thar-
HO3a  BBIMOJHUTh  KOMIIBIOTEPHYIO  TOMOTpaduio,
a He Oponxockomnuio. CienyeT OTMETUTh, YTO B ITOJ00-
HBIX CJIy4asix MbI OOJIbIIE CKJIOHSIEMCS K BBHITIOJIHEHUIO
OGPOHXOCKOITUH, TMOCKOJBKY 3TOT METON WCCIeIOBAHUS
HaubOosiee 3(peKTUBEH B IJIaHe TUAaTHOCTUKU, a B CIIy-
yae OOHapyXeHWSI WHOPOIHOTO TeJia IMO3BOJIIET TPO-
BECTU €T0 M3BJIEYeHNE B paMKax OJTHOKPATHOTO OOIIEro
obe30omuBanud [15, 19].

KommblotepHass Tomorpadusi  OpraHOB — TIPYIHOM
KIETKM —  BBICOKOMH(MOPMATUBHOE  WCCIIEIOBAaHKE
MpY TIONO3PEHUM Ha WHOPOTHOE TeNO JbIXaTebHBIX
MyTeit, OMHAKO He CTOWT €T0 MCIOb30BaTh MIOBCETHEBHO,
ITOCKOJIbKY 3TO TpeOyeT MpUMeHeHUs OOIeil aHeCcTe3un
U COTIPSIKEHO C BBICOKON JT0301 PEHTTEHOBCKOTO M3JTyue-
Hus1. PeHTreHorpadus rpyaHoi KJIeTKH B IBYX TTPOEKIIUSIX
BO MHOTHUX CJIy4astx TMO3BOJISIET TIPEATIONOXUTh HAJTUIKe
uHopoaHoro tena [1, 9, 14, 15]. OueBugHBIE PEHTTEHO-
JIOTMYEeCKMEe TIPU3HAKU, YKa3bIBaloIIMe Ha HaJIMIue MHO-
POIHOTO Tejla, BO3HUKAIOT TIPU MOJTHOM 00TYparuu mpo-
cBeTa OpOHXa C pa3BUTHEM aTelieKTas3a JIETOYHOM TKaHM.
IIpu atenexTase BCero JIETKOTO HAOMIOMAETCS WHTEHCUB-
HOE, OIHOPOIHOE 3aTeMHEHWE JIETOYHON TKaHW, TIpo-
CBeTbl OPOHXOB HEPa3IMYMMBI, MeXpeOephbsl MOopaxkeH-
HOTO TeMUTOpaKca CYKeHbI, COOTBETCTBYIOIIAS TTOJIOBUHA
nradparMbl pacriojlaraeTcsl BBICOKO, CPEIOCTEHHE CMe-
IIIEHO B CTOPOHY TOpakeHUsI, KOHTpaJlaTepaJbHOE JIETKOe
KOMIIEHCATOPHO B3AyTO. [ MTTOBEHTWIISAIIUST TIPOSIBIISIETCST
YMEpEeHHBIM yMEHBIIEHUEM O0beMa M ITHEeBMAaTU3allnKi
JIETOYHOM TKaHU, CTYIIIEHUEM COCYIMCTOTO pucyHKa. JIpy-
rOif BapyuaHT PEHTTeHOJOTMUECKOM KapTUHBI, CIelMpUd-
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OBMEH OlbITOM

Ol1eHKA IVIABHBIX PEryJIATOPOB 00MEHA BHEKJIETOYHOTO MATPHKCA Y 37I0POBBIX MOJAPOCTKOB
Kpaiinero Cesepa

10.J1. Jlykvanuux!, E.HM. Maaununa’, T.B. Yepnoumesa', JI.U. Tanon!, T.U. [lemeauna’,
C.B. Jleonosuy', E.B. 3yesa’, C.A. [lempog’

"TIOMEHCKWNIN KapANONOrMYECKUiA Hay4YHbI LeHTP, dunman PrEHY «ToMckunii HauMOoHabHBIN UCCNenoBaTeNbCKAIA
mMeanumHeknin ueHTp PAH», TiomeHb, Poccus;
2PrbYH «®epepanbHblii UccnenoBaTesbCkuii LeHTP "TIoMEHCKWI Hay4HbIl LeHTp CO PAH"», TiomeHb, Poccus

Evaluation of the main regulators of extracellular matrix metabolism in healthy adolescents
in the Far North

Yu.D. Lukiyanchik’, E.I. Malinina', T.V. Chernysheva', L.I. Gapon', T.1. Petelina’, S.V. Leonovich’,
E.V. Zueva', S.A. Petrov’

"Tyumen Cardiology Research Center, Tomsk National Research Medical Center of the Russian Academy of Sciences,
Tyumen, Russia;
°Federal Research Center Tyumen Scientific Center of the Russian Academy of Sciences, Tyumen, Russia

OO01men3BeCTHO, YTO PEMOIETUPOBAHAE MUOKAPIA MOXKET ObITh KaK a/IalITHBHBIM BADMAHTOM NPH OTPe/ieIEHHBIX YCJIOBUAX XKH3HE-
NIeSITeJIbHOCTH (3aHATHS CIIOPTOM, OEPEMEHHOCTD M JP.), TAK U Pe3yJbTATOM KapAHOBACKYJIAPHOI natojoruu. /Ijis usydenus oco-
OeHHOCTeil peMO/IeIMPOBAHNS Cep/ILA ¥ BOBJIeYeHHUs B MPOLECC KAPAUOMHOLMTOB ONpeesieTcsi ypOBeHb TPONIOHMHOB, KpeaTuHgoc-
(hoxkuHa3bl M ee KapauOCcTenU(PUIHO N30(hOPMbI KAK MAPKEPOB HIIEMUH ¥ HEKPO3a; Il OLIEHKH HeiiPOropMOHAIbHOI MePecTPOiKU
HCCJIeYeTCs HATPUilYpeTHYECKHiA menTus, a s aucynkuun suaoreaus — C-peakTuBHblil 6e10K. CTeneHb aKTUBHOCTH NPOTEO-
JIN3a M IeTPajaluy KOJUIareHOBbIX BOJOKOH OTPAKAKT MOKA3aTeJ M YPOBHS MATPUKCHBIX METAJJIONPOTEMHA3 M X TKAHEBbIE MHIH-
ouToppl. OHAKO YETKUX OMOXUMHYECKHX MAPKEPOB (DYHKIMOHAJILHOIO «aJIaNTHBHOTO CEPALA» M MATOJOTHYECKOro PeMOIeupo-
BaHMsI MMOKAP/Ja B Pa3Hble BO3PACTHDIE MEPHO/IbI, IPH PA3TUYHBIX KIUMATHYECKUX YCIOBUSIX, BUIAX M BHIDAXKEHHOCTH CIIOPTUBHBIX
HArpy30K HeI0CTATOYHO, OCOOEHHO NP OlleHKe MATPUKCHBIX METAJLUIONPOTENHA3 M MX TKAHEBBIX HHrMONTOPOB. [lepBocTenenHoit
3aJa4eii NPy onpeieieHUH KPUTEPHEB NATOJIOTHYECKOTr0 NepeMoIeTMPOBAHNS MUOKAPIA CTAHOBUTCS, TAKUM 00PA30M, ONpe/ieieHne
HOPMATHBHBIX NOKa3aTeeid.

ILesb paGoThi COCTOSIA B OLIEHKE 3HAYEHUSI OCHOBHBIX OMOXUMHYECKHUX MAPKEPOB COCTOSIHHS MUOKAP/IA Y 30POBBIX IOJIPOCTKOB, PO-
Xkupatomux B ycioBuax Kpaiinero Ceepa. CorsiacHo noJiy4eHHbIM pe3y/ibTaTaM ypoBHu TpononuHa I, kpeatundocdokunaspi-MB,
acmapraTaMHHOTPaHC(epa3bl He MPEBHINATNA OOUIENPUHATbIE HOPMATHBHBIE BeJMYMHbI. OTMeYeHbI KOppeisiiui YPOBHei JiaK-
TATAErHIPOreHaspl, acnapraraMUHOTPaHc(epasbl M MACCO-POCTOBBIX NMOKAa3aTeseil MoAPOCTKOB. M apkepbl Aerpaganuu 3KCTpa-
HEeJUTIOJISIPHOr0 MaTpuKkca (MAaTPUKCHAsT METAJLIONPOTEeHHA3a-9, TKaHeBble MHIHOUTOPbI MATPUKCHBIX MeTajuionporennas-1 u 4,
OTHOIIEHHE MATPUKCHOM METAJIONPOTeMHA3bl-9 K TKAHEBOMY WHIMOMTOPY MATPMKCHOM MeTAJLIONPOTeMHa3bi-1) OTIMYAIMCH
OT UMEIOLIMXCS B JIUTEPATYPE JAHHBIX, UTO, BEPOSITHO, 00YCJIOBJIEHO BIMSIHMEM TKAHEBOI TMIIOKCHH, CBSI3AHHOM C KIUMATHYECKUMH
YCJIOBUSAMH NMPOKUBAHUS JI€Teil MCCIIeyeMOoi TPYIbI M BO3PACTHBIM ACTIEKTOM.

Karoueswte croea: nodpocmru, mapkeps: npomeonusa, cepoeuroe pemodeaupogarue, Kpainuii Cegep.

Ansa umtupoBanus: JlykbsiHauk K0.[., MannHnHa E.U., YepHbiwesa T.B., lanox J1.U., lNetenuHa T.U., JleoHosu4 C.B., Syesa E.B., Netpos C.A.
OLeHKa rn1aBHbIX PEryasiTopoB 06MeHa BHEK/IETOYHOIro Martpukca y 340P0BbIX noapocTkoB KpariHero Cesepa. Poc BECTH nepuHaTon v neamarp
2023, 68:(1): 117-122. DOI: 10.21508/1027-4065-2023-68-1-117-122

Myocardial remodeling is well-known to be both an adaptive option under certain conditions of life (sports, pregnancy, etc.),
and the result of cardiovascular pathology. The study of the features of cardiac remodeling includes the involvement of cardiomyocytes
in the process by the level of troponins, creatine phosphokinase, and its cardiac isoform as markers of ischemia and necrosis. Also,
neurohormonal rearrangement is evaluated using a natriuretic peptide, and endothelial dysfunction is determined using a C—reactive
protein. The level of matrix metalloproteinases (MMP) and their tissue inhibitors (TIMP) reflects the degree of the proteolytic
activity and collagen fibers’ degradation. However, there are no clear biochemical markers of “adaptive heart” and pathological
changes in different age periods, in the climatic environment, various types and severity of sports loads, especially when evalu-
ating matrix metalloproteinases and their tissue inhibitors. The primary task in determining the criteria for pathological remodeling
of the myocardium becomes the definition of normative indicators.

The aim of the study was to determine the reference values of the main biochemical markers of cardiac remodeling in healthy ado-
lescents living in the Far North. The levels of troponin I, creatine phosphokinase-MYV, aspartate aminotransferase did not exceed
the generally accepted standard values. There were correlations between lactate dehydrogenase, aspartate aminotransferase, and
mass-growth indicators of adolescents. Markers of extracellular matrix degradation (MMP-9, TIMP-1 and TIMP-4, MMP-9/
TIMP-1) differed from the data available in the published studies, which is probably due to the influence of tissue hypoxia associated
with the climatic living conditions and the age in children of the study group.

Key words: Adolescents, markers of proteolysis, cardiac remodeling, the Far North.
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PGMOJICJTI/IDOBEIHI/IC cepalia — TMPOLECC U3MEHe-
HUsI PErMOHAJIbHOW WJM TJIOOATbHON CTPYKTYpPhI
1 (QYHKUMM MUOKapjaa, B OCHOBE (OPMUPOBAHMUS
KOTOPOTO JIEXUT SKCHPECCUSI TEHOB, OMPEIEISTIONINX
MOJIEKYJISIDHBIE, KJIETOYHBIE, a TAKXKE WHTEPCTULINAIb-
HBle M3MeHeHusT B Muokapnae [1]. B matorenese pemo-
NIeJIMPOBAHUS CEp/Ila MPOCIEXKUBAIOTCSI TPU OCHOBHBIX
MEXaHW3Ma pPa3BUTHUS: OTBETHAsl peaklMs MUOKapaa
Ha CTpecc, COIPOBOXMAWIINICI Ae(PUIIUTOM KHUCIO-
pona; HeporopMoHaabHas MepecTPoiika B BUAE MOBBI-
IIeHUST aJpeHEePrUYecKO aKTUBHOCTU W AUCHYHKIIUS
sHaoTenus. PeMopenupoBaHue cepiiia MOXeT OBbITh
W KOMITEHCATOPHOM peakiMeil Ha TUITOKCUIO U CTpecc.
CocTrosiHME, U3BECTHOE KaK «CIOPTUBHOE CepIlie», —
9TO pe3yabTaT napadu3noJIOTUUYECKOTO PEMOJETN-
pOBaHUsI, B YaCTHOCTM IapueTaJbHON TrumnepTpodun
MUOKapAa W YBEJIWYEHUS KaMmep Cepalla BCJIEICTBUE
a’pOOHON TPOMOJKUTEILHONM CIHOPTUBHOM IeSITelb-
HOCTHU. DTa AeSITeTbHOCTb COMPOBOXKAAETCS TTOBBIIIEH-
HBIM TIPUTOKOM KpOBU K TKaHSIM C OTHOCUTEJIbHOW
HEXBAaTKOW KHWCIOpPOAAa W TOBBIIIEHHOW TIpeaHarpys-
KOU mpwu cTpecce, HO afeKBaTHOU reMOAMHaMUYECKOMN
U TKAHEeBOW KOMITeHcaluei mpu 0a3ajabHBIX YCIOBUSIX.
B sTOM OTAMUME OT MalMeHTOB, CTPaJalIIUX MMaTOJIO-
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OBMEH OlbITOM

TMYECKUM PEeMOJIeIMPOBAHUEM OT HeaJleKBAaTHOTO KHC-
JIOPOJHOTO oOecTiedeHusl TKaHei 1 TTOBBIIIIEHHOTO 1aB-
JIeHUs1 00beMOM faxe mpu otabixe. OObIuHas a3poOHast
Harpy3ka CHMXaeT KOJMYECTBO COOBITHIA, CBSI3AaHHBIX
C TaToJIoOTHEell KOPOHApHBIX apTepuil, a CBEPXWHTEH-
CUBHasi MOXET yBEJMYMBATh PUCK BHE3AITHOW ceprey-
HOI CMEpPTU M pa3BUTUSI OCTPOTro MH(apKTa MUoOKapaa
Y BOCIIPUUMYHUBBIX CIIOPTCMEHOB [2].

B mporiecc peMonmenpoBaHUSI CepaAlia  BOBJICUSHBI
GubpobiacTbl, KAPAMOMUOLIMTHI U KOJIJIATEHOBbIE BOJIOKHA.
Ha pemonenupoBaHue cepaiia BIUSIIOT TeMOAMHAMUYECKast
HarpysKa, HeliporopMoHaJIbHasi aKTUBHOCTb U ipyrue (hak-
TOPBI, KOTOPbIE MPOIOJIKAIOT UcCienoBaThes [1].

IMapadusnonornueckoe M MaToJOrM4eckoe pemMo-
NeJIMpOBaHUE cepllla MMEEeT CXOXHME MaKpOCKO-
MUYECKUEe YepThl, HO CYLIECTBEHHO pa3iuyaeTcs
M0 MMKPOCKOTIMYECKOW KapTUHE: NPU CEPACUHOU
HEIOCTaTOYHOCTH MMEETCS BbIpakeHHBIN (HUOpo3,
B TO BpeMsl KaK Ha paHHUX CTagusix (popMuUpOBaHWUS
«CTIOPTUBHOTO cepaia» ¢Gpubdpo3a HeT, YTOo AesaeT Mpo-
11eCC PEMOIEIMPOBAHUSI OOPATUMBIM, TPU DTOM COXpa-
HSIOTCSI TMACTOJIMYecKasi U cUcToimueckass (pyHKIIUs
xenynoukoB [1]. KoHeuHo, ponb 3xokapauorpaduun
W JAPYTUX PagroJIOTMYECKUX METOIOB B JUAarHOCTUKE
CEepIeYHOTO PEMOAETMPOBAHUSI HEOLIEHUMA, HO, BBULY
0oJsiee TOHKOTO MOBPEXAEHUsI MUOKapaa, HEOOXOAUM
MOUCK JIaOOPATOPHBIX MapKEPOB PEMOJETUPOBAHUS
cepalia 10 HaJUYMsT BUAUMBIX CTPYKTYPHBIX M3MEHE-
HUI ¥ KIIMHUYECKO MaHU(eCTallnun.

MarpukcHbsie MetayonporenHassl (MMP) u Tka-
HEeBbIe WHTMOMTOPHl MATPUKCHBIX METaJJIONpPOTeNHA3
(TIMP) — ocHOBHbIE N€TEPMUHAHTHI TKAHEBOTO PEMOJIe-
JIMPOBaHMUS B Cllydyae Kak (PU3MOJ0rMueckoro, Tak v maro-
Jioruyeckoro mpoueccoB. Mccnenosatenu mpearnonaraior,
YTO AESITeTbHOCTh MAaTPUKCHBIX METAJUIONPOTENHA3 MOXET
U3MEHUTb CTPYKTYPY O9KCTPAlle/UTIONSIPHOTO MaTpuKca
BCJIEACTBUE CIMOCOOHOCTU T'MAPOJM3UPOBATH OCHOBHBIE
OeJIKM COeMHUTENbHOM TKaHU. PemonennpoBaHue BOJIO-
KOH KoJulareHa W TIOBPEXIEHWE KapAuOMUOLUTOB —
OCHOBHasI TIPUYMHA YBEJIMYECHUS XKeJTYTOUKOB U Pa3BUTHSI
MPOTPECCUBHON KOHTPaKTUIbHON auchyHKimu. Cuura-
€TCsl, UYTO B Pa3BUTUH MATOJOTMUECKOTO PEMOJETUPOBAHUS
cepiia riaaBHyto pojib urpaior MMP1, MMP2 u MMP9,
y4yacTBysl B Jerpaganuu kojuiareHa. B dbusunonornyeckux
YCJIOBUSIX MaTPUKCHBIE METAJLJIONPOTEUHA3bl CUHTE3UPY-
J0TCS B HE3HAUMTEJIbHBIX KOJIMUYECTBAX, OTHAKO Ha CUHTE3
W CEKpPEelMI0 MATPUKCHBIX METaTIONPOTEeNHA3 BIIUSIOT
LIMTOKWHBI, (haKTOpbl POCTA, JIMUMOIMOJIUCAXAPUIAbl U Ip.
MarpukcHble MeTaIONPOTeNHAa3bl U3MEHSIOT CTPYK-
TYpy BHEKJIETOYHOTO MaTpUKCa, MHULIMUPYIOT TTPOTEOIIN3,
YTO MPUBOJUT K CHIKEHUIO COKPATUMOCTH Cep/lia U Tnia-
TalMK XeJNynoukoB cepaua. [Ipeanonaraercsi, 4to cemeri-
CTBO 0€JTKOB TKAHEBBIX MHTMOMTOPOB MAaTPUKCHBIX METasI-
JIONMPOTENHA3 PETYJMPYET NEerpafalvio MaTpukca IyTeM
Kak HeoOpaTUMOTO ToaaBieHUs] (bepPMEHTaTUBHOM aKTUB-
HOCTM MAaTPUKCHBIX METaUIONpPOTerHa3, TaK M OJIOKU-
pOBaHUSI MX aBTOKATAJIMTUYECKON akTuBauuu. B Hacto-
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Jlyxvanuuk FO.J. u coaem. OlieHKa IIaBHBIX PETYJISITOPOB 0OMEHA BHEKJIETOUHOrO MaTpuKca y 310poBbIX noapoctkoB KpaiiHero Cepepa

siiee BpeMsl aKTMBHO M3YYaroTCsl pa3IMYHbIe TKaHEBBIC
WHTUOUTOPBI MaTpPUKCHON MeTasutonporenHassl: TIMP-1
TIMP-2, TIMP-3 u TIMP-4, xotopbie pa3zinyarorcs
o cyoctpary Bo3neiicTsus. TIMP-1 miposiBisier Hanoo1b-
mree cpoactBo K MMPI1, -2, -8, -13, -18, ctpomenusuny-1,
a Takxe obpasyeT komrieke ¢ MMPY, 6iokupyst ee akTu-
Baruio ctpoMmenu3nHamu [3]. ITo muenuio D.D. Bonnema
u coaBt. (2007) [4], cooTHOIlIEHE MAaTPUKCHBIX METAJLIO-
MPOTEeNHA3 U TKAHEBBIX MHTMOUTOPOB MAaTPUKCHBIX METaJI-
JIOTIPOTEMHA3 CJYXXUT KOCBEHHBIM TIOKa3aTejeM OOIlero
roMeocTas3a 3KCTpaleuTosipHoro Maptpukca. [loBblle-
HUE MAHHOTO COOTHOIICHUS CBUIIETEILCTBYET O OOJIbIIIEM
MOTEHIIMAJIe aKTUBHOCTU MAaTPUKCHBIX METAJJIONIPOTENHAS,
TOr/Ia Kak 00jiee HU3KOE COOTHOIIIEHUE — O CHUKEHUU MX
npoteonu3a. [lpencrasisier HaydHbII MHTEpEC M3ydeHUE
npocuieit pepepeHTHBIX 3HAYEHUI MaTPUKCHBIX MeETas-
JIOTIPOTEMHA3 U UX TKAHEBBIX MHTMOUTOPOB, a TAKXKe COOT-
HOIIIEHUST MEXIY HUMU C YUYETOM PErMOHAIbHBIX OCOOCH-
HOCTE# KaK KJIMMaToreorpauyeckrx, Tak 1 BO3PaCTHBIX.

JIst u3ydeHust peMoeIMpoBaHusl cep/ila U BOBJIeUe-
HUS B MPOILIECC KapAMOMHUOILIMTOB OIPEIESIIOT YPOBEHb
tportoHnHoB T u I, kpeaTnHdOChHOKMHA3HI U ee Kaparo-
cnenuduyHoil n3odopmel MB, a Takke acrapratamMu-
HoTpaHcdepasbl 1 JaKTaTAErMApOreHa3bl Kak MapKepoB
WIIEMUM U HeKPOo3a, a TAKXKe MOBBIIIIEHHBIX (PU3NYECKUX
Harpy3oK, Mpu KOTOPBIX YBEJIUYMBAETCs OOpa3oBaHHUeE
BBICOKOHEPTeTUUECKOTO COeAMHEeHMsT KpeaTuHpochara
non Bo3naeiicTBueM 3Tux (pepmeHTOB. ITocKOMBKY Tepe-
YUCJIEHHbIC (DEPMEHTHI CIIy>KaT MapKepamMy COCTOSTHUS
TU1a3MaTMIecKux MeMOpaH, UX YPOBEHb YBEIMYMBACTCS
MPU TIOBBIIIEHUN TTPOHUIIAEMOCTU MEMOpPaHHBIX CTPYK-
Typ MUOLIMTOB BIUIOTh JIO TMOJIHOTO UX pa3pylIeHusi. To
BO3HUMKAET TIPU Pa3IUYHBIX MATOJOTMYECKUX COCTOSI-
HUSIX, B TOM YMCJIe TIPU TUTIOKCUU U CBEPXMHTEHCUBHBIX
¢usnueckux Harpyskax. OmpenesieHue BCEX YKa3aHHBIX
GepMEeHTOB IPEACTABIISIET OCOOBII MHTEPEC B CIIOPTUB-
HOW TUarHOCTUKE: eclv (pru3nmyeckasi Harpy3Kka BbI3bIBaeT
3HAYUTEJIbHBIN BBIXOI 3TUX (DEPMEHTOB B KPOBb U3 TKa-
Hell M OHM JIOJITO COXPAHSIIOTCS B HEW B MEPUOJ OTAbIXA,
9TO CBUIETEJICTBYET O HEBHICOKOM YPOBHE TPEHUPOBaH-
HOCTM CMOPTCMEHA M BO3MOXKHOM TPEIIaToI0THYEeCKOM
COCTOSTHAM opTraHu3ma [5].

JIia  oleHKM  HEeHpPOropMOHAJIBHON  ITEPECTPONMKU
WCTIOJIB3YETCSI HATPUMYPETUYECKUIA MENTUA WIN HaTpUI-
ypetnueckuit mientua B-tuna (Natriuretic peptide type
B, BNP) — ropmoH, cekpeTtupyeMblii KapAMOMUOLIM-
TaMU B XKeJIyJOuKax cepAla B OTBET HA MUOKAPIUAJIbHBINA
cTpecc M ITUCHYHKIMIO KeJyI0YKOB — Teperpy3Ky 00b-
eMOM W/WJM pacTsokeHue Kamep cepaia. OOpazoBaHMe
BNP nporicxomut myTeM pacIieIuieHUsI €T0 TIPeIIIeCTBeH-
Huka — proBNP Ha aktuBHbIif ropmoH BNP, BbimosHs0-
Wi psin YHKIMI B OpraHu3Me YesloBeKa, U HeaKTUBHBII
dparmenT NT-proBNP [6]. [Tomumo cepaedHoli HemocTa-
TOYHOCTH, YPOBEHb HATPUINYPETUUECKUX TICTITUIOB MOXET
MOBBIIIATHCS, XOTSI U B MEHBIIEH CTENeHU, MPU TMITOKCe-
MMU, TUCHYHKIIUU TIOYEK, LIMPPO3E TIEUEHU, CeTICUCE, OXKM-
pPeHUM, UHTEHCUBHBIX (hM3MYECKUX Harpyskax (B OCHOBE

JISKUT TIpeXomsiliee HapylleHue MeTaboauM3Ma Kapauo-
muonmToB). [lpyu HapylieHUM MeTraboiaM3Ma MPOUCXOIUT
3aKUCJIEHE BHYTPUKJIETOYHOU CpENbI, YTO CIOCOOCTBYET
3aMmycKy aronTOTHYECKUX TyTel, TOBPEXIECHUIO KIIETOU-
HBIX MeMOpaH M POCTy WX TPOHUIIAEMOCTH, Oyaromapst
yeMy KapIuoMapKepbl MOTYT BBIXOIUTh BO BHEKJIETOUHYIO
cpeny [6]. Harpuitypetnueckue menTUAbI MOTYT UCIOJb-
30BaThCsl B TIEPBUYHOM MEIWIIMHCKOM 3BEHE C IIEJIbIO
CKpUHWMHTA W BBIIECJICHUST TPYIMITBI OOJBHBIX C BBICOKOI
BEPOSITHOCTBIO CEPIIEUHO-COCYIUCTHIX 3a00JIeBaHU U, Clle-
JIOBaTeJIbHO, UMEIOLINX ITOKA3aHMsI K TaJbHelIeMy ooce-
JIOBAHUIO U HAOJIOICHUIO.

Ilens wccnenoBaHusA: OTNPENETUTh 3HAYEHUS OCHOB-
HBIX OMOXMMMUYECKUX MapKepOB COCTOSHUSI MUOKapaa
Yy 3IOpPOBBIX TOAPOCTKOB, TPOXWBAIOIINX B YCIOBUSIX
Kpaiinero CeBepa.

XapakrtepucTuka peteii u MeToAbl UCCeaoBaHUS

IIpoBeneHO OMHOMOMEHTHOE TOIEPEYHOE WCCIIEN0-
BaHHWE C yJacTueM 66 MalbYuMKOB B Bo3pacte 12—17 neT
B Tiocenike benospck fAmano-HeHenkoro aBTOHOMHOTIO
okpyra. IIpoBemeHbI OOBEKTMBHBIII OCMOTP C OIICH-
KOI aHTPOIOMETPUYECKUX TToKa3zaTteseid, JabopaTopHoe
uccienoBanue (BNP, tporonunna I, kpearnHdochoku-
Haza u ee ¢pakuuss MB, C-peaktuBHbIil OeJ0K, acrap-
TaTaMUHOTpaHcdepasa, nakTataeruaporeHasza, MMPI,
MMP9, TIMP-1, TIMP-4) Mmeronom MMMyHODEpMEHT-
HOTO aHajM3a, a TakkKe WHCTPYMEHTAJIbHOE OO0CIenoBa-
HUe (CTaHgapTHasT SJIEKTPOKapauorpadus, XOJITepOBCKOe
MOHUTOPUPOBAHUE IEKTPOKAPIUOTPAMMBI M 3XOKaPIUO-
rpacdust). MccnenoBaHue ono0peHO KOMUTETOM IO OMO-
MEIUIIMHCKON 3THKe TIOMEHCKOTO KapauoJIOTMYecKOro
HayyHOro IIeHTpa, ¢uamama Tomckoro HalMOHAIb-
HOTO MEIUILIMHCKOTO MCCIeaAoBaTeIbeckoro neHtpa PAH.
OO0cnenoBaHHbBIC IETU HE UMEIOT CTPYKTYPHO MaTOJIOTUU
cepalla U He 3aHMMAaloTCA B MPO(MECCUOHATBHBIX CIOP-
TUBHBIX CEKIIUSX, SABIISTIOTCS KOPEHHBIMU KUTEJISIMUA JaH-
Horo perrona. Cpenn obciaenoBaHHbIX 83,3% — HEHIIHI,
9,1% — pycckue, 4,5% — xomu, 3,1% — XaHTHI.

Jnst cTaTUCTUYECKOTO aHajiu3a TpU HEHOPMaJbHO
pacrpeleIeHHbIX TlapaMeTpax PacCUMTHIBAIN MeAuaHy
u kBaptuim (Me [Q1; Q3]).

Pe3ynbTathl  06cyxaeHue

B mHacrosmieit pabore BHUMaHUe (OKyCHPOBa-
JIOCh Ha YPOBHSIX MapKepoB DPEeMOIEIMPOBaHUS cepalla
(cM. Tabiuily) U WX KOppeNsuusX ¢ NaHHBIMUA KIWHU-
YecKoro oOcCliefIoBaHUs AeTeil HCCAeNyeMOil KOTOPTHI.
Hu y xoro u3 noapocTkoB He 3ahMKCUPOBAHO TTPEBBIIIIE-
HUEe HOPMAaTHBHBIX YPOBHEN TPOMTOHMWHA |, yKa3bIBalo111ero
Ha OCTpoe TIOBpEXIeHNe MUOKapaa. YPOBeHb TPOIIOHMHA
I B HameM uccienoBaHUM KOPPEIMpOBa C KOHIIEHTpa-
Meit Hatpuitypetndeckoro nentuna (r=0,329; p=0,006).

CrnenyeTr OTMETHTb, YTO TMPU HOPMAJIBHBIX YPOBHSIX
kpeatuHdochokrHazbi-MB ee mipencraBieHHOCTb B MPO-
LIEHTHOM COOTHOIIEHUU OT o0lIeil KpeaTnHMOoCHOKU-
Ha3bl BbIIIIE, YeM YKa3aHHBIN B IUTEpaType HOPMATUBHBIN
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OBMEH OlbITOM

Tabauya. YpoBHU MapKepoB peMOIeIMPOBAHUS Cepaua y 3A0POBbIX noapocTKoB 12—17 det, npoxkusaomux Ha Kpaiinem Cesepe
Table. Indicators of markers of cardiac remodeling in healthy adolescents aged 12—17 years living in the Far North

IToka3arenn Me Q, Q, 10-ii nepuentiib ~ 90-ii nepueHTHIb Hopma
K®K, en/n 151,5 107,9 226,5 88,5 275,6 190
K®K-MB, en/n 14,6 12,9 16,2 11,6 18,5 24
AcAT, en/n 17,95 15 21,2 12,1 24,7 38
JIAT, en/n, 216,7 191,2 252,4 165,5 277,4 279
CPBb, mr/n 1,46 1,04 1,72 0,77 4,18 5
TponouuH I, Hr/Ma 0,317 0,306 0,331 0,29 0,342 1
BNP, nir/mn 59,1 40,6 90,9 28,4 143 125
MMP1, ur/mn 3.9 3,1 5,4 2,2 51,3 —
MMP9, ur/mn 70,71 65,57 78,81 60,29 90,22 -
TIMP-1, ur/mn 114,15 94,1 143,3 73,3 163 =
TIMP-4, ur/mn 820,5 633 1130 447 1789 =

Tpumeuanue. KOK — kpeatnHdochoknnasa; AcAT — acnapraramuHorpaHcdepasa; JIAT — nakratnerunporenas; CPb — C-peakTuBHbBII Oe-
J10K; BNP — Harpuitypetnueckuii nentun B; MMP — marpukcHas Metayutonpotertasa; TIMP — uHruouTop MaTpuKCHOM METa/UIONPOTEUHA3bI.

napameTp 4—6%, 1 3TO He MO3BOJISIET UCITOIB30BaTh TaH-
HOE COOTHOIIIEHUE B MCCIIeAyeMoii rpytre [7].

VYV 24 (36,3%) obcnenyeMbIX ypoBeHb KpeaTHH(bocdo-
KWHa3bl TTPEeBbIIIAT HOPMAaTUBHBIN TTokazaTenb 190 en/m,
Torma Kak ypoBHUM KpeaTuHdpochoknHassl-MB coxpa-
HSITMCh B nipenenax Hopmbl 10,1-22,8 en/n (no 24 en/n).
DTO MOXET OOBSICHITHCS WHTEHCHUBHBIM POCTOM MaJlb-
YUKOB B yKa3aHHBIN Tepuon. Kpome Toro, Ha TTOBBI-
IIeHWe YPOBHS KpeaTUH(MOCHOKMHA3BI Yy HeTeil MOTYT
BJIVISITh MIOBBILIIEHHAST ABUTAaTeIbHAS aKTUBHOCTh U MaTO-
JIOTUSI TIIUTOBUIHOM 3KeJIe3bl, OMHAKO Cpemu obOciemye-
MBIX OTCYTCTBYIOT HETH, MPO(MECCUOHATLHO 3aHMMAlO-
1ecss akTUBHBIMU BUIAMHU CIIOPTA, a TAKXKe COCTOSIIIINE
Ha JUCTIAaHCEPHOM y4YeTe Y SHIOKPHHOJIOTa U MMEIOIINe
KIMHAYECKUE MIPU3HAKKA TUTTOTHPEO03a.

HecMmoTpst Ha TipeBbIlIIeHNEe YPOBHS KpeaTHH(MOCHOKH -
Ha3bl 'y 1/3 TOApOCTKOB, y OOJIBITMHCTBA O0CIEAYEMbIX 3TOT
MoKa3aTtejib ObLI MEHbIIIe B3TOTO HOPMATHMBHOTO Tapa-
MeTpa. YpoBeHb KpeaTMH(MOCHOKMHA3B KOPpEeIrpoBal
C aKTMBHOCTHIO JlakTatneruaporeHassl (r=0,302; p=0,01)
u acapraraMuHoTpaHcdepasbl (=0,429; p<0,001).

JlakTatnernaporeHasa M acmapTtaTaMUHOTpaHCcde-
pa3a — (epMEeHThI, KaTaIU3UPYIOIINe OKUCIUTETHbHO-
BOCCTAHOBUTEIbHBIE PEaKIIMU, a TaKXKe OCYIIECTBIISIO-
e peakuy MEXMOJEKYISIPHOTO B3aUMOIEUCTBUS,
KOTOpBbIE MOTYT YCHJIMBAThCSl TIPU OCTPOM TTOBpEXKIE-
HUU MUOKapaa. B ncciemyemoii rpyrime y 6 MOApOCTKOB
MMeJIOCh HE3HAUUTETbHOE TPEBBIIIEHNEe AKTUBHOCTU
obmeit yaktaTaernaporeHassl. Cpenn MapKepoB Hau-
0OBIIYyI0O OOpaTHYIO KOPPEISILIHNI0 IPOAEMOHCTPH-
poBajiM YPOBHUW JIaKTATAECTMIPOTeHa3bl M acrapTara-
MHMHOTpaHcGepa3bl UM aHTPOIIOMETPUYECKUE TaHHbBIE
(poct, macca Tena). 3aBUCMMOCTh aKTMBHOCTM JIaK-
TataernaporeHassl or pocra tena (r=—0,577; p<0,001;
CM. pHUCYHOK, a) um Macchl Tenma (r=—0,600; p<0,00;
CM. PMCYHOK, 0); YPOBHSI acmapTaraMuHOTpaHchepasbl
OT pocTa U Macchl cooTBeTcTBeHHO (r=—0,444; p<0,001

un r=—0,525; p<0,001), uTO clAemayeT yUYUTHIBaTh MPU XPO-
HUYECKUX PACCTPOMCTBAX MMUTAHUS U HAPYIIEHUSIX pOCTa
y pebeHKa. YpOBEeHb JIAKTAaTIETUIPOTeHa3bl KOppesu-
pyeT ¢ ypoBHeM acrapTtatamMuHoTpaHchepassl (r=0,681;
p=0,003), yTO CBUIETENBLCTBYET 00 OIHOHAIIPABJIEHHO-
CTU OTUX TIOKa3zaTesiell (hepMEeHTATUBHON aKTUBHOCTU
CepIeYHO-COCYANCTOMN CUCTEMBI.

Harpuitypetnaeckuit menTua — Mapkep, XapakTepu-
3YIOIINI HEMPOTOPMOHATBHYIO TTEPECTPOIKY, He TTPEBhI-
maeT 70 nir/Ma y 90% 3mopoBbIX B3pocabix 1 100 mr/mit,
He3aBUCUMO OT Bo3pacTa [8]. OH KoppelmpoBall C ypOB-
Hem TporonuHa I (#=0,339, p=0,006), a TakXe ¢ KOH-
LIEHTpalleil MaTPUKCHOM  MeTaJUIONpOTeMHAa3bl —
1 B tazme kposu (r=—0,247, p=0,045).

B apkTuyeckoii 30He Ha CHHTE3 MATPUKCHBIX METAJLIO-
MPOTENHA3 BIUSAET TKaHeBasK TUTTOKCHSI, BhI3BAaHHAST KOM-
IJIEKCOM  KJTMMaToreorpauieckux (hakTopoB BBICOKHMX
IUPOT. YpoBHU KOHILIeHTpartun MMP1 u MMP9 B nccne-
JIYyeMOI TpyMIe OTIMYAJINCh OT UMEIOLIUXCST B JINTEpa-
Type HaHHBIX: Tak, B wucciaenoBanuu I[.A. CyxaHOBOI1
u coasT. [9] ypoBeHb MMPI coctaBun 8,80+0,07 Hr/mi,
MMP9 — 441,61%£37,98 Hr/ma (y OeTeid, TPOKMUBAIOLINX
Ha Tepputopun 3anagHoit Cubupm).

Konnenrpaunss MMPI1 koppenupoBaia ¢ Macco-
pocToBbIMU TIOKazareiasamu (1o Macce r=0,294; p=0,025;
mo pocty =0,275; p=0,016), a Takke ypOBHEM CHCTO-
myeckoro (r=0,246; p=0,046) W ITMACTOIMYECKOTO
(r=0,251; p=0,041) aprepmanbHOrO naBjeHus. boiee
TOro, KoH1eHTpaiuss MMP1 uMen npsiMmyto 3aBUCUMOCTb
OT YaCTOTHI CEpAEYHBIX COKpAIleHWI y TOAPOCTKOB
uccnemxyemoir rpymnmsl (r=0,336; p=0,036), 9TO MO3BO-
JISIET paCCMOTPETh POJIb JAHHOTO TIOKAa3aTeIsT IJIsT OLIEHKH
aJanTUBHBIX BOBMOXKHOCTE OpraHn3Ma.

Konuentpammus TIMP-1 B chiBOpoTKe KpOBU
JeTeil IIKOJBHOTO BO3pacTa IO Pa3IUYHbIM JTaHHBIM
He mpeBbllana 150 Hr/mi, a B CTaplIMX BO3PACTHBIX
rpynrax coctapisitia B cpenHem 228,3*+11,7 Hr/mn
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Jlyxvanuuk FO.J. u coaem. OlieHKa IIaBHBIX PETYJISITOPOB 0OMEHA BHEKJIETOUHOrO MaTpuKca y 310poBbIX noapoctkoB KpaiiHero Cepepa
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Figure. Dependence of lactate dehydrogenase on growth (a) and on weight (6).

(204,0—252,7 Hur/mut), Torna Kak B MCCJIENyeMON Tpyrime
koHueHTpanus TIMP-1 He nocturana TaHHOTO YPOBHSI.
B pa6ore JI.b. Kum u coasr. [10] cmemaHo mpenro-
JIOKEHUWE, 4YTO CBSI3aHHBIM C BO3pacToM JucOalaHC
B cucteme MMP/TIMP MoxeT urpaTh posib B MEXaHU3-
Max TPeXIeBPEeMEHHOTO CTapeHUs! CeBEepsIH U pa3BUTUU
MHTepPCTULAILHOTO (hrbpo3a.

KmoueBsim moaynsitopoM MMP9 cinyskur TIMP-4.
OH urpaer >XM3HEHHO BaXXHYIO POJib B auddepeHIIna-
LIUM CTBOJIOBBIX KapJAMOMUOIIMTOB, a TakXke O0ecreuu-
BaeT cokpatuMmocTb Muokapaa. Konuenrparuust TIMP-4
“MeJia TIOJIOKUTENIbHYIO KOPPEeJISIIMI0 ¢ KOHIIEHTpaluen
TIMP-1 (r=0,247; p=0,045) u oOpaTHyl©0 — C KOHIICH-
Tpauueit C-peakTMBHOTO Oejika KakK Mapkepa Auc(]yHK-
uu aHpotenust (r=—0,274; p=0,025). OcobeHHOCTH TKa-
HEBBIX MHTMOWMTOPOB MAaTPMKCHBIX MeETaJIONpPOTEenHA3
Yy 3KUTENeil CeBepHbIX HIMPOT M3YYeHbl HEIOCTaTOYHO.
Hamm pesynbraThl cornmacyiores ¢ gaHHbIME M. Oikonen
u coaBT. [11], corlacHO KOTOpPBIM y MOJIOABIX (DMHHOB

(24—39 ner), HE UMEIOLIIUX CUMITTOMOB CepAEYHO-COCY/IH -
croit matojioruu, coaepxanue TIMP-4 ob6parHo Koppe-
JINPOBAJIO C TOJIIIMHOM KOMILIEKCA MHTUMA-Meara o01ei
COHHOW apTepuu, CUCTOJMIECKM apTepuabHbIM JdaBlie-
HUEM U CTaTycOM KypeHUsI; He uckiodeHo, uro TIMP-4
MOXET OBITh POTHOCTUYECKUM MapKepoM OeCCHUMIITOM-
Horo areporeHe3a [11]. MmeroTcs equHWYHBIE TaHHbBIC
o cHuwxeHun ypoBHs1 TIMP-1 y 1OHBIX CcHOpPTCMEHOB
BBICOKOH KBaJIM(pUKAIIMU, a TaKXkKe OTpUIIATeIbHOI B3a-
MMOCBSI3U Mexay coaepxxanuem MMP9 u TIMP-1 [12].
Cuuraercs, yTo u3mMeHeHus otHolueHust MMP9/TIMP-1
B TUTa3Me MOTYT OBITh CBSI3aHBI C TTATOJIOTMYECKUM PEMO-
JIETUPOBAHUEM M PUCKOM Pa3BUTHsI AUC(HYHKIIUH JIEBOTO
xenynouka. CootHomenne MMP9 u TIMP-1 B rpymie
HUCCTIeOBAHUSI MMEJO0  OTPUIIATEIbHYIO  KOPPEJSIINIO
¢ xkoHueHtpanueitr TIMP-4 (r=—0,308; p=0,011) u cocra-
o 0,619; Mo wWMeIONIMMCST JaHHBIM JIUTEPaTyphl,
Y MY>KUMH MoJioxe 29 JieT, mpokuBaromx B MypMaHCcKoit
obnactu, orHouileHue MMP9/TIMP-1 cocraBuno 0,578,
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a y 300pOBBIX JIeTel, MPOXUBAIOIIMX Ha TEPPUTOPUU
3amanHoit Cubupu, — 2,6, 4T0 IeMOHCTPUPYET CHIDKEHHE
JTAaHHOTO MOoKa3aTejis B ceBepHBIX pernoHax [9, 10].

3aknovyeHue

Takum oOpa3zom, orpeneseH ypoBEHb MapKepoB
npoTreoano3a y moapoctkoB I—II rpymmsl 3mopoBbs,
MPOXMBAIOIINX B CeBepHBIX Imuporax. I[IpomeMoH-
CTPUPOBAHbl OTJIUYHBIE OT MMEIOIIMXCS B JIMTepa-
Type 3HauyeHWs, 4YTO, BEPOSITHO, OOYCJOBJIEHO KOM-
IUIEKCHBIM BO3IEeMCTBUEM KIMMATUYECKUX (PaKTOpPOB.
YV monpocTKoB, MPOXMUBAIOIINX B APKTUUECKOI 30HE,
P KOPPEJISIIMOHHOM aHaJIn3e He BBISIBJICHO IIPSIMOI
nmoJioxkutenpHoU cBsi3n (r<0,2; p>0,05) MexXmy KOH-
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Organization of medical care for newborns with congenital malformations
in the Moscow Region
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MunaneHyeckasi CMEPTHOCTb KAaK JIAKMYCOBasi OyMara OTpakaeT ypoBeHb PAa3BUTHS MeIULMHbI CTPAHbl. AKTUBHOE Pa3BUTHE J€T-
CKOrO 3/IpaBOOXPAHEHHsI MO3BOJIWIO B 3HAYUTEJIbHOI CTeNeHd CHU3UTh ITOT MOKa3aTelb, HO MPU 3TOM M3MEHWJIACH CTPYKTypa
M BKJIAJ] BPOXK/IEHHBIX MIOPOKOB PA3BUTHS CTAJ 0oJiee 3HAYMTENIbHbIM, YeM 10—15 u Tem 0osiee 40 et Ha3an. Hosbie peannu Gpo-
CAI0T HOBbIE BbI30BbI MPOGeCCHOHATPHOMY COOOIIECTBY KAK B MEAHMLIMHCKOM, TAK M B OPraHM3aLMOHHOM M 3aKOHOTBOPYECKOM
maanax. [Ipeacrasisem QeidCTBYIOLNLYI0 CHCTEMY OPraHM3alMM NMOMOIUM JETSM C BPOXKIEHHBIMH MOPOKAMM PA3BUTHS, PEAN30-
BaHHYI0 B MocKkoBcKoii of1actn. CrcteMa BKIIOYaeT aKymIepCKylo CIyK0y (CKPHHHHT OPOKOB Pa3BUTHsI, IKCIEPTHOE 00CIe0-
BaHHe W MPEHATAIbHOE KOHCYJIbTHPOBAHHE, POIOpPA3PENIeHNE B CIENHATN3HPOBAHHOM NMEPHHATAJILHOM IEHTpE), HEOHATAJIBHYIO,
JIeTCKYI0 XHPYPIUYecKylo (mpeHaTajibHOe KOHCYJIbTHPOBAHHE, OKa3aHHe XMPYPIHYECKOil MOMOLIM B POJUIBHOM 3aJie, KOPPeKIus
MOPOKOB Pa3BUTHSA B NepHoJe HOBOPOXKIEHHOCTH, MOC/IeyIoLlee ITANHOe JeyeHne U Ha0.oleHne) U NeANaTPHYECKYI0 CIYKObI.
IIpennoxKeHHbIH AJTOPUTM HANPABJIEH HA CHIXKEHHE BEPOSTHOCTH POXKIEHHsI pedeHKa ¢ HeMATHOCTHPOBAHHBIM WM JIETAIBHBIM
MOPOKOM, MPEAyNpeKIeHne HEKOHTPOJIMPYEMOTO PAa3BUTHS KPUTHYECKOTO COCTOSIHUS, o0ecredeHne ONTUMAIBHOTO U 0e30MacHOro
MeTO/Ia ONePATHBHOTO JIeYeHHs] U TAKTUKH MOCJIe0NePALOHHOr0 BefieHns. BHeipenne TaKoii cucTeMbl HO3BOJIUT He TOJIbKO CHU3UTD
MJIA/IEHYECKYI0 CMEPTHOCTb, HO M YMEHBIIUTb HHBAJIMAN3ALMIO I€TCKOT0 HACEJIeHUs.

Karoueswte croea: demu, maadenueckasi cmepmHocms, HOPOKU PA3GUMUSL, XUPYP2USI HOBOPOJICOCHHIX, NPEHAMANbHbLI KOHCUAUYM.

Ans untuposanmsa: H.@. Lllanos, KewunwsH E.C., EkumoBckas E.B., MenbHuk T.H., MbixTees [.A. OpraHu3aums noMoLy HOBOPOXAEHHbLIM
C BPOXAEHHbIMY opokamu pa3sButusi B MockoBckovi obnactu. Poc BecTH nepuHaron n negmatp 2023; 68:(1): 123-127. DOI: 10.21508/1027—-
4065-2023-68-1-123-127

Infant deaths like a litmus paper reflects the level of development of the medical care in the country. The active development of this industry
in general and pediatric medicine in particular made it possible to reduce this indicator significantly, but its structure has changed. Now
the contribution of congenital malformations has become more significant than 10—15 and even 40 years ago. New reality provides new
challenges to the professional community in medical terms as much as in organizational and legislative terms. We present the current
system of organizing care for children with congenital malformations, implemented in the Moscow Region, which includes obstetric
service (screening for malformations, expert examination and prenatal counseling, delivery in a specialized perinatal center), neonatal,
pediatric surgical (prenatal counseling, surgical care in the delivery room, correction of malformations in the neonatal period, subse-
quent staged treatment and observation) and pediatric services (follow-up observation). The proposed algorithm is aimed at reducing
the likelihood of a child being born with an undiagnosed or lethal defect, preventing the uncontrolled development of a critical condition,
and providing the most optimal and safe method of surgical treatment and postoperative management tactics. The introduction of such
a system will not only reduce infant mortality, but also reduce the disability of the child population.

Key worlds: children, infant deaths, congenital malformations, newborn surgery, prenatal consultation.
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Mnaz[queCKaﬂ CMEPTHOCTb CIYKUT TIOKazaTesieM
YPOBHSI Pa3BUTHUSI CTpaHbI, MEIUIIMHbI U OCHOB-
HBIM KpUTEPUEM, TT0 KOTOPOMY MbI MOKEM CYIUTb O TOM,
YTO Hallla CUCTeMa 3APaBOOXPaHEHUs B HEOHATOJOTHUU
u neauatpuu 3¢@eKTUBHA, TOCTaTOYHA M CITOCOOHA
CTIPaBJISITbCS C 3a7ayaMu, KOTOphIE Tepejl Heto TMOCTaB-
JneHbl. B cTpykType MiameHYecKoil CMEpPTHOCTH BpOXK-

IIeHHbIC TIOPOKM Pa3BUTHUSI 3aHMMAIOT OOHY W3 JIMIM-
pyromnx mosunuii [1]. CremoBaTelbHO, OpraHU3AINS
XUPYPTAYECKON MOMOIIM HOBOPOXKIAECHHBIM HAIIPSIMYIO
BJIMSIET Ha €€ CHIDKEHHE.

Ilouemy ke BpOXIEHHBIE TIOPOKM Pa3BUTHUS CTaJIA
UTpaTh TaKyIO 3HAYNTEIHHYIO POJIb B MJIaIEHUECKOI CMepT-
Hoctn? CoBpeMeHHBIe MOCTIDKEHUST MEIUIIHBI TI03BO-
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JIVJTA TIEpEIIarHyTh BOJIIOLMOHHBIE MEXaHU3MBI 3alllUThI
OT POXIECHMS <«ITOPOYHBIX» neTeid. ITomroroBka cympy-
JKECKOM TIapbl K HACTYIUICHWIO OepeMEHHOCTH, 3KCTpa-
KOpIopajibHOe OITIONOTBOPEHNE, TUHAMUYECKOE CITeI-
aTM3UPOBAHHOE HAOTIOACHNUE 3a TeYeHEM OepeMEHHOCTH,
coxpaHeHre 6epeMEeHHOCTH TPU YIpo3e ee MpepbIBAaHUS —
BCE 3TO TPHUBEJIO HE TOJIBKO K AeMorpadrueckoMy pocTy,
HO U K TOMY, YTO HapyIIWIACh MEXaHU3MbI, KOTOPBIE OBUTH
HarIpaBJieHbl Ha TO, YTOOBI HE POXIATUCH JETH C BPOXK-
JIEHHBIMM TIOpOKaMH pa3BUTHsA. TIpy 3TOM coBpeMeHHbIE
9KOJIOTUYECKNE W TEXHOTEHHBIE BIIMSHUST YBEJIMYUBAIOT
PUCK pa3BUTHUSI BPOXKIEHHBIX TMMOPOKOB M TEHETHYECKUX
3abosieBaHmii. 3a mocnenHue 40 JeT neTckasi CMEpTHOCTh
B Poccuiickoit deneparum cHusmnach Ha 77%, HO OTHO-
CUTEJTbHBIN BKJIAI BPOXKIEHHBIX TIOPOKOB Pa3BUTHSI, KOJIU-
YeCTBO HAKOIUIEHHBIX TEHETUYECKUX OIIMOOK YBEJTUYM-
JIVCh Y CTaJlM 3aHMMAaTh, TT0 TAHHBIM Pa3JIMYHBIX aBTOPOB,
ot 10—15 1o 20—22% oT Bcex MPUIMH CMEPTHOCTH [2—4].

CHIXKeHMe MJTafeHYeCKOM CMEPTHOCTU — 3TO KOM-
TJIeKCHAas 3aada rocyapcTBeHHOTo 3HaYeHus. 1St moJi-
HOLIEHHOTO JICUeHUST TAKUX JIeTell HEMOCTATOYHO TOJIBKO
KOMTIIETEHIIMI Bpavya M JAOCTYITHOCTU TOTOJHUTEIBHOTO
00pa3oBaHUs, 3[IeCh €CTb JKOHOMUYECKHE, COIMATb-
HbIE, JIOTUCTUYECKUE acCTIeKThl, OT KOTOPBIX 3aBUCHUT BECh
OpraHu3yeMBbIi TPOoIIeCC.

IMopoku pa3BuTHsI, HaxomsIIuecs B pamMKaxX KOM-
MEeTeHIIMN JEeTCKOTO XUPYpra, KOTOpPbIe MOTYT MPUBO-
IWUTh K JIETaJbHBIM HMCXOIAM B TEepHOJe HOBOPOXIEH-
HOCTH, — 9TO TTOPOKU Pa3BUTHUsS AuacdparMbl, epeaHei
OPIOIIHOM CTEHKU, XEJTyIOUYHO-KUIIEYHOTO TpaKTa,
MIPUBOISIINE K HAPYIIEHUIO MPOXOAUMOCTH Ha pa3inyd-
HBIX YPOBHSX KUIIEYHOW TpyOKu. [Tpu 3TOM OTIEIBbHO
CTOUT BBIIEJUTh aTPE3HIO TTUIIEBOIA, ITOCKOJIBKY TOPOK
3aTparvBaeT KaK MUIeBapUTEbHBIN TPaKT, TaK W AbIXa-
TeJbHBIE TTyTH [5].
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OBMEH OlbITOM

D PeKTUBHOCTD XUPYPTUUECKOTO JIeYEHUs 1 0011Iee
COCTOSTHUE 3M0POBbsI peOeHKa, a B TaJIbHEHIIIeM 1 Kade-
CTBO €T0 KU3HM OIpeAesisieTCsS] BpeMEHEM OT TMpPHUHSI-
THSI PEIIEHUST O TOM, 4TO PeOEHOK IOJKEH TMOJTYYUTh
XUPYPTUYECKYIO TTOMOIIb, 0 TTOJTYYeHUS TOM MTOMOIIIHN.
Ecnu peGeHOK poxmaeTcsl ¢ TIOPOKOM Pa3BUTHS KeJTy-
JOYHO-KMIIIEUHOTO TPaKTa, HO 06e3 APKOM KITMHUIECKOMI
KapTUHBI, KaK MPU HEKOTOPhIX BapruaHTaX HEITPOXOIU-
MOCTH KHUIIEYHMKA, TO Bpay-HEOHATOJOT WU TIeAU-
atp (C yueToM paHHel BBIMMUCKU peOeHKa BCS KapTUHA
HeOJIaromoydrst MOKET Pa3BOPAYMBATBLCS B TOMAIITHUX
YCIIOBUSIX) MOXKET HEIOOIEHUTh MWHUMATbHBIE KITU-
HUYeCKUe TPOSIBIEHUST U OTHECTUCHh K TAKOMY PeOEHKY
KaK K OOBIYHOMY, 3J0POBOMY HOBOPOXIEHHOMY, TPO-
JIOJDKAaTh TOAOOP SHTEPaTbHOTO TIUTAHUS TIPU €To
OGe3yCIelIHOCTH  (CPBITUBAHUSI, OTCYTCTBHE CTYJa)
M pacleHWBATh 3TO KaK aJanTalliOHHbIE MOMEHTHI,
He MCKIIoYasi OTMACHYI0 XUPYPrUYeCKylO IaTOJOTHIO.
C 5TOro MOMEHTa HayMHAeTCsl TMOoTeps AParoleHHOTO
BpeMeHHU. 31eCh Mbl MOXEM ellle pa3 aKIeHTUPOBATh
BHUMaHWE Ha TJIABHOM TIOCTyJaTe HEOHATOJOTUU
U TMeIuaTpuu: TIPU POCTEe M Pa3BUTUST MJIaZieHIIa CYIIe-
CTBYeT MHOXECTBO TOTPAHUYHBIX COCTOSTHMI, CBSI-
3aHHBIX C €T0o amanTanueil 1 MopdohyHKIIMOHATLHOM
HE3peJIOCThIO, HO 3TH COCTOSIHUST SIBJISTIOTCSI «IMArHO-
3aMU UCKJIIOUEHMST» BCEX PUCKOB aHAJOTMYHBIX MPOSIB-
JIEHU, CBSI3aHHBIX C TSKEJIOM, OCTPOI MaTOJIOTUEM.

Kazanocs ObI, Bce JaBHO pa3pabOTaHO B BHUAE IIPO-
TOKOJIOB OCMOTpa M aJITOPUTMOB BEJICHUST HOBOPOXKICH-
HOTO, HO OIIMOKM Bce ellle HepeAKU. [IocTaTouHO 4acTo
MPOITYCKAIOT aTPe3nIo aHyca U aTpe3nio TTHIIEBOAA 3a CUET
6GaHaAJILHOTO HapYIIEHUsT MPOTOKOJIA OCMOTpa HOBOPOXK-
JNEHHOTO pebeHKa HEOHATOJIOTOM cpa3y MOCe POXKICHMUS:
IMOCMOTPETh Ha aHyC, 3aBECTH 30H B KEJYIOK, YBUIETh
caMOCTOSITeTbHOE MOYeHCITyCKaHe. B ToT MoMeHT, Koraa
STOT MPOTOKOJI HAYMHAET HapyIIaThCs, HAYMHAIOT TTOSIB-
JIATBCST TIPOMyIIeHHBIe Topoku. ClydyaeB, Korma JeTIM
C aTtpe3ueli MWINEBOIA W TPAXEOMMILEBOTHBIM CBUIIEM
B CBSI3W CO CPBITMBAHUEM, OTCYTCTBHEM MPUOABKU MAaCChI
M YacThIM TUTa4eM CTapaTeJbHO ITOIOMpAlOT TUTaHUeE,
MEHSIIOT CMeCH, 0OCIEAYIOT B LIEJISIX BBISIBJICHUS JIAKTa3HOM
HEIOCTATOYHOCT M HETepeHOCUMOCTH 0Oejlka, K COXa-
JIEHWI0, MHOTO. B mTOTe y pebeHKa pa3BUBaeTCs TsmKesast
XMMMYeCKasl acIIMpalliOHHAsT TTHEBMOHUS U Jaxe Tocie
IMOCTAHOBKM IMarHo3a XUPYprHyecKoe JIeYeHHe CTaHO-
BUTBHCSI KpaifHe 3aTPyIHEHHBIM HM3-3a OOIIETO TSKEIOTO
COCTOSTHUSI; ¥ B KaKH€ CPOKU 1 KaKOi1 IIEHOM OyIeT JOCTUT-
HYTO BBI3IOPOBJIEHUE, Y3Ke HEU3BECTHO.

TTopoku pa3BUTHS TIepeIHE OPIOITHOM CTEHKU OOBIYHO
XOpOILIO BHIHBI TP OCMOTPE, MCKITIOYEHHWE COCTABIISIET
oMartoniesie Majioro pamepa, Korga B 0OOJOYKHU TTYITIO-
BUHBI BBIXOAWUT eI KUIIKU. [TpobiemMa MOXKeT BO3ZHHK-
HYTb TP OTCEYEHUH ITyTTOBUHBI U TPABMUPOBAHIY KHUIIIKH.
ITpu 5TOM BO3MOXKHO KPOBOTEUEHHE, KAIOBBIIA TTEPUTOHUT
U yrpoxaromasi XXW3HW cUTyalusi. B Hactosiee Bpemst
OTCeUeHHe ITyTIOBMHBI KaTeTrOpUYeCKM 3aripenieHo. Pebe-
HOK MOXET OBITh BBITTMCAH JOMOI C HAJIOKEHHOM CKOOOIA,
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Hlanos H.®. u coasm. OpraHn3aiiyis IOMOILIM HOBOPOXIEHHBIM C BPOXKIEHHBIMHU TIOPOKaMK pPa3BUTHS B MOCKOBCKOIT 001acTH

neauaTp HaOJIONAeT 3a CaMOMPOM3BOJILHBIM OTMaAeHUEM
MyMOBUHHOTO ocTtatka. [1pu ero coxpaHeHuu K 15-My fqH1IO
JKU3HU HEOOXOIMMa KOHCYJIBTAIMSI XUpypra.

B Hacrosiee BpeMsi TaKTUKa OKa3aHUSI XUPypruye-
CKOIi TIOMOIIA HOBOPOXIEHHBIM C TTIOPOKAMU Pa3BUTUSI
OoTpaxeHa B MPOTOKOJAX W yTBepKAeHa KIMHUYECKUMU
pexoMeHmauussMu MwuH3npaBa P®, KoTtopble aKTMBHO
BHEAPSIIOTCS B Pa3IMUHBIX PETMOHAX CTpaHbl, (DyHKIIMO-
Hupytotr B MockBe (HMMUILI akymiepcTBa, rMHEKOJIO-
ruu 1 niepuHatosorud uMm. B.W. KynakoBa), B mepuHa-
TanbHBIX HeHTpax Cankt-IleTepOypra m ExarepunHOypra
u 1.40. [6]. C 2007 r. oHu neiicTByeT 1 B MOCKOBCKO¥
o0sactT ¢ J00aBJIIGHUSIMU U YTOUHEHUSMU C Y4E€TOM
JIOTUCTUKU U CTPYKTYPhI peruoHa.

IlepBbIii KOMITOHEHT B 3TOM CXeMe — KEHCKasi KOH-
cyJIbTallvsl, CKpUHUHTOBOE 00CienoBaHue OepeMeHHbBIX
JKEHIIIMH, TIPU KOTOPOM BBITIOJHSIETCS YIbTPa3ByKOBOE
WCCIIeIOBaHE B YETKO periaMeHTHUPOBAHHBIE CPOKM,
BBISIBJIIETCSI WJIM TIpEIiojiaraeTcsl IMOpPOK Pa3BUTHSI.
3areM XeHIIMHA J0JKHA ObITh HampaBjieHa B 3KCMEpT-
HBII TMAarHOCTUYECKUIA 1IEHTp, T1e el MPOBOIUTCS BECh
KOMIUIEKC JUArHOCTUYECKHUX MEpOTPUSITUI, BKIOYast
TeHEeTUYECKHME UCCIeN0BaHUSI, YIbTPa3ByKOBOE, B HEKO-
TOPBIX CUTYallMsSIX MarHUTHO-PE30HAHCHAasI ToMorpadus
115t Bepudukanuu quarHosa. Eciv quarHo3 moatBepxk-
IIeH, oTIpeNiesisIeTCs] JaJIbHEelIIasi TAKTUKa.

Bropoit KOMITIOHEHT — TMpeHaTaJbHbII KOHCUJIUYM.
OH cocTouT U3 aKyllepa-rMHEeKoJiora, TeHeTUKa U Mpo-
¢dunbHOTO XUpypra, Helpoxupypra, Kapamoxupypra —
CTeMaINCTA, B Ybeii KOMIETEHIIMY HAXOAUTCS BbISIBJIEH-
HBII TTOPOK. DTOT MepUHATATbHBI KOHCUJIMYM pEllaeT,
HACKOJIBKO BBISIBJICHHBIM TTOPOK TOMIEKUT KOPPEKIIUU,
Korja Jiydile TPOBECTH OIlepaTMBHOE BMeEIIATeIbCTBO
(BHYTpU- WM BHEYTPOOHO), HACKOJIBKO TLJIO//peOeHOK
JKM3HECITOCOOEH M KaKOB PUCK HEOJIaronmpusITHBIX UCXO-
IIOB JUIS1 >KU3HU W pa3BuUTUsl pedbeHka. [1o coBokymHO-
CTU JAaHHBIX KOHCUJIMYM MpeJjaraeT CyrpyxXecKoi rape
COXpaHeHMe WK TIpepbiBaHNe OepeMeHHOCTU. PelieHne
O TPOJIOHTUPOBAHUU OEPEeMEHHOCTM — BTO 3aKOHOA-
TeJIbHO rapaHTUPOBAHHOE TIPABO CYMPYKECKOU Maphbl.

Ectb Tpu topuanuecku 1OMyCTUMbBIX BapuaHTa pelie-
Hus. [lepBblil BapuaHT: TOPOK KOPPUTUPYEMBIi, CyMpy-
JKecKasl Tapa TOHUMaeT, YTo peOeHKa MOXKHO BbLICYUTD,
U coxpaHsieT OepeMeHHOCTh. BTopoii BapmaHT: TOpPOK
HE KOppUTUPYEMBIN, CyIpyxXeckas Iapa TpUHUMAeT
pelieHre O TOM, YTO HYXXHO 3Ty OEpeMEeHHOCTb Ipe-
pBaTh, COOCTBEHHO, B 000MX Clydyasx rmapa MpUHUMaeT
CTOPOHY KOHCHJIMYMA.

CaMBbIii CJIOXXHBINA BOIPOC — 3TO WHBATU3UIN3UPYIO-
1IMe TMOPOKH, T.€. HAMPSIMYIO HE TIPUBOISIINE K CMEPTU
pebeHKa, HO Ha COBPEMEHHOM YPOBHE Pa3BUTHUSI MEIU-
LIMHBI TTO3BOJISIIONINE JIUIIb TOICPKUBATh BUTAJbHbBIC
¢GyHKIIMMU, a BOBMOXHOCTh U 3(PHEKTUBHOCTH peaduin-
TallMi 1, COOTBETCTBEHHO, JaJIbHEMNINAsl COIMaaIn3arus
ero XusHu He ompeneieHa. Cyrnpyxeckasl mapa, OHU-
Masl BCe CJIOKHOCTH, C KOTOPBIMU €Il MPUIETCsS] CTOJK-
HYTbCS M TeM 0oJjiee ¢ KOTOPBIMM TPUAETCS XKUTh WX

pebeHKy, TIpephIBaeT 3Ty OepeMeHHOCThb OO BCe Ke
CcOoXpaHseT ee, M TOT/Ia TajbHelas padoTta 6yIeT mpoxo-
JIUTh B COOTBETCTBUU C TOJIOXXKEeHUsIMU [IpoToKosa oKa-
3aHUS TTIOMOIIA HOBOPOXKIEHHOMY peOEHKY.

TpeTuit BapuaHT — CYIpyXeckKas Trapa He XOueT
UMeTh 00JILHOTO pebeHKa, faxe HECMOTPS Ha TO YTO Tpe-
HaTaJbHBIA KOHCUJIUYM OITpefeisieT KypabeabHOCTh
MOpOKa ¥ BBICOKUI IIMAHC OJIATONMPUSITHOTO HCXOAa
IIO TIOJTHOTO BBI3HOpoBIIeHus. Jlo 22-it Hegenu 6epeMeH-
HOCTH TIapa MMeeT TpaBO Ha TaKoe pelleHHue, HO TIpe-
pbIBaHUEe OepeMEeHHOCTH OymeT KiacCU@UIIUPOBATHCS
He 0 MEIUIIMHCKHUM, a IO COIMAJIbHBIM TTOKa3aHUSIM
W 3a4acTylo MpeHaTaJbHBIi KOHCWIMYM OTKa3bIBacT
B TIpEepPBIBAHUM Ha 3TOM OCHOBAaHWU, JaXe €CITU CeMbS
HE XOYeT MPOJIOHTUPOBATh OEPeMEHHOCTH [7].

Ecim  cynpyxkeckass mapa TIpUHMMAaeT pelleHHe
0 TIPOJIOHTUPOBAHUU OEPEeMEHHOCTH, CIEIYIOIIMI 3Tar
B Hallleif cXeMe MpeACTaBlieH CIelNaIu3upOBAaHHBIM
pOIIOMOM — TIEpUHATATBLHBIM LIEHTPOM, KOTOPBINA
nMeeT OOJIBIION OTBIT BeleHUs OepeMEeHHOCTU M POJIO-
paspelieHust pu TOpoKaX pa3BUTHSI, WUMeEET B CBOEM
COCTaBe HEOHATaJIbHYI0 peaHMMAlllI0 W MOXKET OKa-
3aTh MOJHOLEHHYIO TTOMOIIL HOBOPOXKICHHOMY Ha BCEX
aTamax TepUHATaJIbHOTO TepHroaa, BKIIOYas XUPYp-
TUYECKYI0 TIOMOIIlb, WJIW pacriojiaraeTcsl B HEMOCpe.-
CTBEHHO! IIAaroBOM TOCTYMHOCTU C MHOTOIPOMWIBHOM
JNETCKOW OOJNIbHUIIEH, KaK 3TO cAeslaHO B MOCKOBCKOIt
obnactu. CBOEBpeMeHHbBII BBHIOOpP MpPaBUIbHOI HEOHa-
TaJbHBI TAKTUKK W TIOCTOSTHHOE HaOJIoAeHWEe XUPYp-
TOM TIpY TIOPOKE Pa3BUTHS TTO3BOJISIIOT CO3MATh YCIOBUS
JUTSL TOTO, YTOOBI peOeHOK ObLT MPOOTEPUPOBAH B MaK-
CUMAaJIbHO CTaOWJIBHOM COCTOSTHUM W B ONTUMAaJIbHBIE
CPOKM, M36eXKaB HETATUBHBIX BIUSIHUI TIPU TPaHCIIOP-
TUpOBKe. HeMamoBaXHBIII KOMIIOHEHT B 3TOM CXeMe
WMEHHO  MHOTONMPOMWIBHBIN  OETCKMI  CTallMoHap
C BO3MOXHOCTBIO MPOBEACHUS IMMPOKOTO KPyra XUpyp-
TMYECKUX BMEIIATENIbCTB — TIOJIOCTHBIE —OTIepalnu,
HENPOXUpyprudecKue, KapaAuoXupypruaeckue — B 3aBU-
CHMOCTH OT TTOPOKa pa3BUTHUS Y pebeHKa, a TakKe Jiede-
HUS B TIOCJIEOTEPAllMOHHOM TIepUo/ie C MPUBJICYCHUEM
MeINaTPOB JIJIsT TOATOTOBKYU peOeHKa K BBITTUCKE JTOMOIA.

Crnenyomuii atar, HauMmeHee (QYHKIIMOHUPYIOIIUI
B HACTOSIIIIEE BPEMS B CBSI3U C OTCYTCTBUEM COOTBETCTBYIO-
IIUX PETIAMEHTHUPYIOIINX TOKYMEHTOB JIJIST pA3BUTHSI DTOM
CIIyXObI, — aMOyJIaTOpHBIE OTAEJEHUS TOCIEIYIONIETO
HaOMIONEHNS, B KOTOPBIX pebeHKa MOXHO JTUTETbHO
BECTH, HAOJIONATh W WHAWBUAYATbHO TMOIOMpATH Tepa-
MHI0, PeabUINTALINIO, YTOOBI N36eKaTh BOBMOXKHOI MHBA-
Jau3ann. Bo3aMoxkHO, 3Ty (PYHKIINIO MOTYT BBITIOJTHSITh
o0IIMe TTOMMKIMHUYEeCKHE OTAEJIeHUsI, HO Toraa TpeOy-
eTcst 06eCTIeunTh BO3MOKHOCTD BpauaM OrepaTUBHO KOH-
CYJBTAPOBATHCS C TPOMUITBHBIMM CTIEIIUATNCTAMU.

OnvH M3 KJIMHWYECKUX TPUMEPOB 3(PPEeKTUBHOCTU
BBIOPAaHHOTO HAMM aJiTOpUTMa — 3TO YCIEIIHOe Jieve-
HHUe pebeHKa ¢ IBYCTOPOHHUM THUAPOTOPAKCOM Ha (hoHe
HEMMMYHHON BOISTHKY Tiofa. Ha aTamax JKeHCKOM KOH-
CyJabTallMi y pebeHKa Ha JOCTATOYHO IO3THMX CPOKax
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ObLT BHISIBJICH THIPOTOPAKC C IBYX CTOPOH. B mpuHIuIte,
Takast CUTyalllsl BCTpevyaeTcsl TPy HEMMMYHHOM BOISTHKE
IJIoJa W 4Yalle BCero K MOMEHTY pOXIeHMS pebeHKa
TMUIPOTOPAKC CaMOCTOSITENIBHO paspernaeTcs. bepemeH-
Hag OblJla HaTpaBJieHa B OKCIEePTHBIN TUAarHOCTUUYECKUIA
LEHTp, AWarHo3 ObUI TIONTBEPXKIEeH, IpobjieMa Oblia
obOcyxleHa Ha TIpeHaTaJIbHOM KOHCWJIMyME, JOTIOJHU-
TETbHBIX TTOPOKOB BBISIBJIEHO HE OBLIO, CPOK TeCTalluy
obu1 Oonbiie 30 Hed, MO3TOMY HM O KaKMX BapMaHTax
MpepbIBaHUSI Peyl yxke ObITh He Morio. KeHInHa OblLTa
TOCTTUTATM3UpPOBaHa 3a0JJarTOBPEMEHHO B TepUHATAJIb-
HBII [IEHTP, OBUIO MPOBEIEHO TMOJHOLIEHHOE 00CIea0Ba-
HUe Mepea poaaMy U TIPY TJIAHOBOM KecapeBOM CeYeHU N
B pOIMJILHOM 3aJjie Haxoaujiachk 6purana xupypros. [Tocie
TOTO KaK peGeHOK ObLT U3BJIEYEH, eMy cpa3y ObLIN ycTa-
HOBJIEHBI IpEeHAXKW B TUIEBPAJbHBIE TIOJIOCTHU, HaJaXXeHO
ajJieKkBaTHOE JAPEHUPOBaHUE, YTO TO3BOJUJIO B TeUCHUE
2—3 mHel pacnpaBUTHCS JIETOYHON TKAaHU M 00eCITeUNTh
aJieKBaTHYIO BEHTWISILIMIO y pebeHka. B nanbHeiiiem,
KOT/Ia MCTEUYEeHUE KUAKOCTU TPEeKpPaTUIOCh, JPEHAXU
ObUIM yaajeHbl U peOeHOK ObLIT BHITTMCAH JOMOI 6€3 TTpo-
onem. Kaszanoch Obl, BCE JIOTMYHO U TIPOCTO, OTHAKO
3a TIPEIIICCTBYIONINIT OMMMCAHHOMY CJTy4alo TOJ B CTaTH-
CTUYECKOW OTYETHOCTHM €CTh CIydau CMEepPTH HOBOPOXK-
JIEHHBIX ¢ aHAJIOTUYHOM TAaTOJIOTHEN TIPU UX POXKICHUU
B pOIIOMax BTOPOTO YPOBHSI M TTO3MHEN TOCTaHOBKE
JNpeHaxkelt.

IMpenmyiecTBa JTaHHOTO aJTOPUTMa BeAeHUsT HOBO-
POXIEHHBIX C TTOPOKAMU Pa3BUTHSI:

1) TIpeeMCTBEHHOCTb CIIY>KObI, BKJIIOUasi KEHCKYIO
KOHCYJIbTAILINIO, YIBTPa3BYKOBYIO TMAaTHOCTUKY, aKyIIep-
CTBO, HEOHATOJIOTHIO, XUPYPTHIO U TTEANATPHIO;

2) TIOHMMaHWe 3HAYeHUs [UIST Bpadyeill M HaceJIeHUs
CKPUHMHTOBBIX YJITPa3ByKOBBIX 00CIIeIOBaHUI ¢ 00s13a-
TeJTbHBIM COOJTIOJICHUEM CPOKOB;

3) pa3BUTHE MHCTUTYTA TIPEHATABHBIX KOHCUJIUYMOB
MTO3BOJIUT YJIYYIITUTh KA4eCTBO pabOTHI Ha KaXKIOM dTarle,
chopMupyeT M 3aKpemuT WICI0 KOMaHIHOW pPabOThI
B POJOBCIIOMOXEHMM U 3HAYUTETHLHO IMOBBICUT OTBET-
CTBEHHOCTh 3a MPHWHSATHE pellieHre WU KOHCYJIBTUPO-
BaHUE TallMeHTa BCEMU YYAaCTHUKAMM TPeHATaJIbHOTO
KOHCUJTUYMa;

4) yBelWYeHHE BHYTPUYTPOOHO BBISIBJSIEMBIX TMOPO-
KOB pa3BUTHSI, OIIEHKA >KM3HECITOCOOHOCTM pebeHKa
TTO3BOJISIIOT CBOEBPEMEHHO TTPEPBIBATh HEOJIATONPUSTHBIC
OGepeMeHHOCTH, YTO BJIUSIET HAa CHUDKEHUE MITaIeHUeCKOM
CMEPTHOCTH, CHIXKAeT HArpy3Ku Ha HeOoHaTaJbHBIE pea-
HUMAIIUU, 3aTpaThl Ha BbIXaXKUBaHWE TAKUX IETEI, YMEHb-
1aeT Gpemst o0IIeCTBa MO COAEPKAHUIO MHBAIUIOB;

JINTEPATYPA (REFERENCES)

1. Kupuaoues O.K., Kumuaweuau H.3., Tapacosa 3.I.
[NepunHaTanbHble 3a00JieBaHUST KaK Beayllas TpUYMHa Jie-
TaJbHBIX MCXOHOB y meTeii. Jlewamuit Bpau 2019;9: 46—51.
|Kirilochev O.K., Kitiashvili 1.Z., Tarasova Z.G. Perinatal
diseases as the main cause of fatal outcomes in children. Le-

OBMEH OlbITOM

5) Npu KOPPUTUPYEMBIX TTOPOKAX TTO3BOJISIET KOHTPO-
JIMPOBATh TMHAMUKY Pa3BUTHSI TUIOJA U BIUSTH Ha peliie-
HUeE aKyllIepoB O CPOKax M CIocobax poaopasperieHmsl.
Hanpumep, ripu ractpoinusuce MOXeT ObITh YIIIeMJIEHUE
MneTesib KAIIEUHNWKA B y3KOM jieeKTe MepeaHeil Oprol-
HOW CTEHKH! WJIU TIPU T€PATOME KPECTIIOBO-KOMYNKOBOM
00J1aCTM MOXET BO3HUKHYTh CHUHAPOM OOKpaJbIBAaHUSI
3a cueT copoca O0JIBIIOro KOJMYeCcTBa KPOBU B TEPATOMY.
DTO MOXET HapyIIUTh POCT U Pa3BUTHSI TJIO/A, a B KPU-
TUYECKUX BapraHTaX MPUBECTU K aHTeHATAJIbHOW TMOeIn
ruiona. B aToit cuTyalin HEOHATOJIOTU U XUPYPTU MOTYT
000CHOBaTh MJiI aKylIepoB TMOKa3aHUsS U HEOoOXOIM-
MOCTh TPEXIEBPEMEHHOTO pojopaspelieHusi. Bos-
MOXHa 1 obpaTHasi cutyalusi. Tak, CyliecTByeT MHEHHE
(TokazaHHO OIIMOOYHOE) O TOM, YTO €CJIM TIPU YJIbTpa-
3ByKOBOM HCCJIEIOBAHUU OTIPENESIOTCS KPUTUYECKHE
pacuiupeHusi coOMpartesbHON CUCTeMbI MMOYEK MU OO0JIb-
IIMe KWUCTBl SIMYHUKA, TO OHU MOTYT BHYTPUYTPOOHO
pazopBaThcsl 1 PpeOEHOK MOXeT MOoruoHyTh. Harpotus,
TaKylo OEpeMEeHHOCTb HY>XHO TPOJOHTUPOBATh U POJIO-
paspeliarh B CpOK, YTOObI y peOeHKa K MOMEHTY POXIIe-
HUS He ObUIO APYTUX TPOOJEM, CBSI3aHHBIX C €T0 HEI0-
HOIIIEHHOCTBIO, HE3PEJIOCThIO, U CPa3y COCPEITOTOUNTHCS
Ha XMPYPIUUECKOM pEIIeHUN TTPOOIeMbI.

3a cyeT KOHIIEHTpallMM TaKWX JIeTeil B BBbIIEICH-
HBIX CTENMATU3UPOBAHHBIX YUYPEXKICHUSIX TOSIBIISIETCS
BO3MOXXHOCTh HAYYHOTO W3YYEHMS TAKTUKW BEJACHMS
pebeHKa C TOPOKOM pa3BUTHSI B HEOHATAIbHOM TIEpUOJIE,
XUPYPTUYECKOW KOPPEKIIMU, WHTEHCHMBHOW Teparuu,
MOCJIEAYIONIETO TIeAUaTPUIECKOTO BEJIEHUS C OMpeese-
HUEM BapMaHTOB HMCXOJ0B, Pa3pabOTKUM METOI0B KOM-
TUIEKCHOM peaduauTaluy Uit MakKCUMaJbHOTO coXpa-
HEHMSI KauecTBa KU3HU U TOJHOILIEHHON colMaan3aluu
pebeHKa.

3aknovyeHue

Takum oOpa3oMm, JOaHHBIM aJIrOPUTM HarpaBJieH
Ha CHUXKEHME BEPOSITHOCTH POXKIECHUSI peOeHKa C Hemar-
HOCTUMPOBAaHHBIM WJIW JIETAJIbHBIM TTOPOKaMHU, a TaKXe
Ha TO, YTOOBI BO3MOXHOCTb Pa3BUTHUSI KPUTUUECKOTO
COCTOSIHUSI Y HOBOPOXAEHHOTO Oblla MaKCUMAaJbHO
MPOTHO3UPYEMbIM M KOHTPOJMPYEMbIM  TPOIIECCOM.
Bb16op xupypruyeckoii TaKTUKN, METOJa OTIepaTUBHOTO
JIEYEHUsI U TIOCIe0TepallMOHHOTO BEICHUSI B 3TUX YCIIO-
BUSIX CTAHOBUTCSI B3BEIIEHHBIM, pallMOHAIbHBIM, 0€30-
nacHbIM U 3¢ deKTUBHBIM. B uTore BHempeHue Takoi
CHUCTEMBI TIPUBEAET HE TOJIBKO K CHUXKEHUIO MJajeHye-
CKOW CMEPTHOCTH, HO M K YMEHBIIIEHUIO WHBAJIUIHOCTU
Cpenu I€TCKOTO HACEIEHMUSI.
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Otnanennble MocjeACTBUSA MPOTUBOOIYXO0JEBOI Tepanuu B MPaKTUKe HedpoJora:
ONMUCAHKME CepUu CIyYyaeB

M.E. Axcenosa’, C.JI. Moposos', M.B. Illymuxuna’

'0CI1 «Hay4Ho-1ccnenoBaTenbCKMii KITMHUYECKUIA MHCTUTYT Neguatpum n AeTCKOM XMpyprm
M. akagemuka tO.E. Benstuwesa» @rAaOyY BO PHUMY um. H.U. Muporosa MuHsgpasa Poccuun, Mocksa, Poccus;
°I'BY «[leTckas ropoackas knvHmyeckas 6onbHmiua um. H.d. dunarosa», Mockea, Poccus

Long-term effects of antitumor therapy in nephrology practice: case series

M.E. Aksenova', S.L. Morozov', M.V. Shumikhina?

"Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery, Pirogov Russian National Research
Medical University, Moscow, Russia;
2Filatov Children’s City Hospital, Moscow, Russia

BbDKMBaeMOCTb JeTeil ¢ OHKOJIOTHYECKUMH 3200/IeBAHUSMI NMPH HEKOTOPLIX 3200JIeBAHUAX U JIOKAJIM30BAHHBIX CTAIUAX 3HAYM-
TEJIbHO YBEIUYMIACH 32 mocjennue roapl. OaHako npuoamsurenbho 40% nanMeHToB CTAJIKMBAIOTCS C PA3BUTHEM OTIAJEHHBIX
MOCJIEICTBUIl NMPOTHBOOMYXO0.1eBoii Tepanuu. DakTopamMu puCKa Pa3BUTHS NMO3AHMX PEHAJIBHBIX OCJIOXKHEHHMil CJIYKAT BO3PacT
MIIa/IIe 5 JIeT Ha MOMEHT Hayaja crnenrguueckoro jeyeHus; NpeAuIecTBYOMAs NATOIOIUs M0YeK; BLICOKHE KyMYJISITUBHbIE 103bl
XMMHONPENAPATOB M JIyYeBOii Tepanuu; 00beM OnepaTHBHOrO BMEIIATE/IbCTBA, BKIIOYAs HeBPOTOMHUIO. IIporHo3upoBaTh MHAMBM-
ZyasibHble OTHANeHHble 3()(eKThl Tepanuu B HACTOsIee BpeMs HeBO3MOXHO. [1o 2Toii mpuynHe MeXIyHapoJaHAs OHKOJIOTHYE-
CKas rpynmna npeijiaraeT BKJII0OYATh BCEX JeTell, MOJTyYMBUINX CHelupuIecKyio NPOTHBOOIMYXO0IEBYI0 TEPANHIO, B IPYIITy PHCKA pa3-
BUTHS OTAAJIEHHBIX OCJIOXKHEHMIi, U B OTCYTCTBHE CUMIITOMOB M YKA3aHWii HA Hapyumienne GYHKIMN U/WIH HANMYUS CTPYKTYPHBIX
H3MEHeHMi oYeK MPOBOUTD €XKeroJHoe 00cjel0BaHue MALMEHTOB B cleayionemM o0beMe: onpeesieHHe YPOBHSI apTepuaIbHOro
JIABJIEHNUS], MCCIIEJOBAHNE O0IEro aHAIM3a KPOBH M MOYM, YPOBHS KPEaTHHMHA, MOYEBHMHbI, KAJIUsl, HATPUS, Kaabius, (ocdopa,
MarHus, eynouHoii pocharaspl B KpoBu. B cTaThe mpeacTapieHo onucaHne KJIMHUYECKHX CJIyYyaeB Pa3BUTHS JBYCTOPOHHETO ype-
TeporuapoHedpo3a, peHOBACKYJISPHOIi runepTen3uu, cuiapoma MaHKOHU U MOCTIy4eBOro Hepockiepo3a y feTeil B pa3jindnbie
unTepBaiibl (0T 8 Mec 10 8 sieT) OT OKOHYAHMS criel(pUIECKOro MPOTUBOONYX0JIEBOTO JIeYeHUs].

Karoueevte caosa: demu, demckas onKon02us, mepanusi paka, PeHaAbHvle 0CA0JUCHEHUsl, HehPOMOKCUMHOCTb, AYyHeaas Mmepanus.

Ans untuposanums: AkceHoBa M.E., Mopo3sos C.J1., LLymuxuHa M.B. OtaaneHHble nocnencTaus npoTUBOOINYX0IeBOV Tepanuu B pakTuke He-
¢ponora: onvucaHne cepum cayyaes. Poc BecTH nepuHaton v negmatp 2023; 68:(1): 128-132. DOI: 10.21508/1027-4065-2023-68-1-128-132

The survival rate among children with cancer was significantly improved in recent years. About 40% of these patients, however, suffer
from late complications of anticancer treatment. Risk factors of late kidney impairment include beginning of specific treatment before
the age of 5 years; pre-existing kidney pathology; high cumulative dose of chemotherapy agents and radiation; surgery, including neu-
rotomy. It is currently impossible to predict individual long-term effects of therapy. For this reason, the International Cancer Group
suggests that all children who have undergone specific antitumor therapy be included in the risk group for the development of long-
term complications, and to follow up asymptomatic patients surviving cancer without kidney function and structure impairment with
at least yearly monitoring of blood pressure, blood count, urinalysis, serum creatinine, urea, K, Na, Ca, P, Mg, alkaline phosphatase.
We described the spectrum of kidney diseases including ureterohydronephrosis, renovascular hypertension, Fanconi syndrome, and
postradiation nephrosclerosis manifested from 8 months to 8 years after specific antitumor treatment.

Key words: children, children oncology, cancer treatment, kidney complications, nephrotoxicity, radiotherapy.

For citation: Aksenova M.E., Morozov S.L., Shumikhina M.V. Long-term effects of antitumor therapy in nephrology practice: clinical cases. Ros
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BBI)KV[BaCMOCTB neTeil ¢ OHKOJIOTMYeCKMMHU 3abosie-
BaHUSIMU TIpU HEKOTOPBIX 3a00JIeBaHUSIX U JIOKa-
JIM30BAaHHBIX  CTaAMSIX  3HAUYUTEJBHO  YBEJMYMJIACh
3a nociemxHue ronpl [1]. OogHako coBpeMeHHBIE METOIBI
HE TIO3BOJISIIOT M30eXaTh PUCKa Pa3BUTUST OTHAIEHHBIX
nmob6ouHbIX 3ddekToB seueHus [2]. HedpoTokcuu-
HOCTh — OJIHO M3 TaKUX OCJOXHeHMi. OTnajeHHbIe
HedpOJOTUYECKHUE TMOCIEACTBUSI MOTYT OBITh OOYCJIOB-

JIEHbl HAJIMYMEM TIPEeIIECTBYIOIUX 3a00JIeBaHUIt TTOUEK
1 KOMOPOMIHBIX COCTOSIHUI, 3(hheKTaMU TTPOTUBOOITY-
XOJIEBOW Teparnuu: BTOpUYHASI OJIMTOHE(POHUS BCIIE-
CTBUE  TYMOPHE(PPIKTOMUM,  MHTpPaAOIepallMOHHOMN
TpaBMaTU3alMU WM JIyYEBOTO TOBPEXACHUSI TMOYEK,
OCTpBI€ TIOBPEXIEHUSI TIOYEK B TIpoliecce JIeUeHUs,
JIydyeBoOi HedpUT, HaApylLIEHUs YPOAUHAMUKU (OITyXoJie-
Basi OOCTPYKILIMSI, MHTpAoTiepallMOHHAsl TpaBMaTU3alIMsI
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Axcerosa M.E. u coasm. OtalieHHbIE TOCIIEACTBUS TPOTUBOOITYXOJICBOM TEPAIIMK B IPAKTHKE HedpoIIora: OMmicaHie Cepyuu ClIydaes

MOYEBBIBOJSIIINX TyTeil, HapyllleHue WHHEPBALlUM Ta30-
BBIX OPraHOB, claeuyHasi 6ose3Hb). [leaquarpy u Hedpo-
JIOTY BaXKHO TTIOMHWTh, YTO «HE(hPOJOTUYECKUI CTATyC»
MaIMeHTOB, TIEPeHECITNX TTPOTUBOOITYXO0JIEBOE JIeUeHHUE,
MOXKET MEHSTBLCS B JUHAMUKE.

IpencraBnisieM CIeKTp HePPOYPOIOTHUECKUX U COCY-
JIUCTBIX OCJIOXKHEHUM y feTelt, KOTOphIe Pa3BUJIMCh MOCIIEe
OKOHYaHUs crneuudundeckoir teparmuu. Coop MHOOP-
Malliy OCYIIECTBJIEH B COOTBETCTBUU C TpeOOBAHUSIMU
XeNbCUHKCKOM JeKIapalluy, KIMHUYECKHE TMPUMEpPhI
MyOJIMKYIOTCSI C TIMCBMEHHOTO COIJIacusl pPOauTesei
nanueHToB. PacyeTHyI0 CKOpOCTb KIyOOUKOBOM (DUITb-
Tpaluy y MalMeHTOB ompeaesiiv no ¢gopmyie Shwartz
bedside (Hopma 90—140 mi/mun/1,73 M?).

Knunnyeckwii coaydaii Nel. Manbuuk 10 et obcneno-
BaH B CBSI3U C OCTPO BO3HUKIIUMM (PeOPUITHLHON JTUXO-
pankoii, abmOMUHAIbHBIM CUHApOMOM. Ilpu ocmotpe
SKCTpapeHalbHble TIPOSIBICHUST OTCYTCTBOBAJIM, apTe-
puanbHOe naBieHue Ha pyKax 110/65 MM pr.cT., nnype3
COXpaHeH; OTMeYaINCh O0JIE3HEHHOCTh B ME€30TacTpaib-
HOI 00JJaCTH TIpY MabIIalliy W TOJOXUTETbHBIN CUH-
npowm ITacTepHankoro ¢ AByx cTopoH. [To 1a6opaTopHBIM
JIAaHHBIM, Y pebeHKa OTMeYaJucCh TTOBBIIIEHUE KOJIH-
yecrBa JieikounToB (18:10°/1), COD (50 Mm/4; HOpMa
<16 mm/q), C-peaktuBHBI Oemok (40 Mr/m; HOpMa
<5 wmr/n), neiitkouutypusi (200 B 11/3p.) U TIPOTEUHYPUS
(0,5 1/m); pacueTHasi CKOpPOCTb KJIyOOUKOBOM (huiibTpa-
unu 116 mia/mun/1,73 M2 Tlpu yIbTpa3sByKOBOM HCCIIE-
JTOBAaHUY OPTAaHOB OPIOLTHOM MOJIOCTH U MOYEK BBISIBIIEHO
paciimpeHue JIOXaHOK 10 25 MM, yalliedyek BceX TPYII
no 11—13 MM, 00erx moyek M BepXHel TPeTh MOYEeTOu-
HUKa crpaBa 10 12 MM; yTOJIIEHWE CTEHKU JIOXaHKU
npaBoii moyku. [To maHHBIM 3KCKPETOPHOI yporpaduu
OTMEYEHO HapyIIeHWE BbIIEIUTETbHON (DYHKIINY TTOYEK,
Oousblie cripasa (puc. 1).

M3BecTHO, uTO 8§ Mec Hazaa MalMEeHT 3aKOHYMJT KOM-
onHupoBaHHyI0 Teparuio 1o ToBoxy BCOR-capkoMmbr
III mosscamuHoro mo3BoHKa, T4ATOMO IIA cragus
(AJCC), BKIIIOYABIIYIO XUMHUOTEPATNUIO TI0 TPOTOKOJY
Euro EWING 2012 (BUHKPUCTHH 2 MI'/M?, TOKCOPYOULIMH
75 mr/m2, ndochamun 2 mr/m?, uukinodochan 9 r/m?,
srono3un 500 Mr/m?; yKasaHbl KypCOBBIE HO3bI), CITOH-
IUJIBKTOMUIO C 3HIOTPOTE3MPOBAHUEM TT03BOHKa L,
JiokanbHyto JydyeBywo Tepanuio (COJ 54 I'p). Ilpu yinb-
TPa3BYKOBOM MCCJIETOBAHUM MMOYEK HAa MOMEHT OKOHYA-
HUST JIEYSHUS TIAaTOJIOTHST He BISIBJICHA.

PebGenky ObUT TTOCTaBJIEH TMATHO3: «OOCTPYKTUBHBIN
nuenaoHedput. BropuuHsbiit ypereporuapoHedpos, IBYy-
cropoHHUii. CTEHO3 cpelHeil TpeTH MPaBOro MOYETOU-
HUKa», Ha3HaUYeHa aHTHOaKTepHralibHas Teparusi, IpoBe-
JIEHO CTEHTHPOBaHUE MPABOTO MOYETOUHMKA.

Knunnyeckuii caywaii Ne2. JleBouka 9 jer mocrty-
nuja ¢ XajobaMu Ha BBICOKOE apTepualibHOE IaBJie-
Hue. B Bo3pacte 1 roma y pebeHkKa AMarHOCTHpPOBaHA
HelipoOysiacToMa 3a0pIOIIMHHOTO TIPOCTPAHCTBA CJieBa
C WHTpacIMHAJIBHBIM pacrpocTpaHeHWEM Ha ypOBHE
Th,—L, mosBoHkos, IV craguga. B cBa3u ¢ komrpec-

CcHeil CTMHHOTO MO3Ta TPOBeIeHa 3KCTpeHHasT KOCTHO-
MIacThdeckass JaMUHOTOMMSI C YOaJeHUeM OKCTpamy-
paJlbHOM OIyXOJM CIIMHHOTO MO3ra, C TOCJeIyoIeit
XuMHoTepanueit 1o rmpotokoiay NB-2004 (BUHKpM-
ctuH 1,5 mr/m2/cyT, LUMCIUIATUH MT/M?/CYT, STOIO3WI
100 mr/m?/cyr, nakap6asun 200 mMr/m?/cyr, ndochammn
1500 mr/m?/cyt, uukinodocdan 100 Mr/m?/cyr, 1oKcopy-
ouruH 30 Mr/m? cyr), yoaJeHrueM OITyXOJU 3a0pIOLINH-
HOTO TIPOCTPAHCTBA W 3adHETO CPEAOCTEHUSI, Jy4eBOM
Tepanueit Ha o6acTb octarouHoi onyxoiu (CO/ 35 I'p).
B cBs3M ¢ TocTONEpAlIMOHHBIM BEHO3HBIM TPOMOO30M
1 UHDAPKTOM JIEBOI MOUYKU Uepe3 2 MeC Mocjie TYMOPIK-
TOMUM B Bo3pacTe 2 JieT peOeHKy ObljIa ITpoBelieHa JIEBO-
CTOpOHHSS HedpakToMuss. CUMITOMATUYECKOE TTOBBI-
1IeHue aptepuanbHoro nasjeHus ao 180/120 MM pr.cT.
y pebeHKa 3a(UKCUPOBAHO Yepe3 6 JieT mocjie OKOHYa-
HUS TIPOTUBOOTTYXOJIEBOI TepaTTnU.

Ilpu  oOcnaemoBanuu:  (U3MUECKOEe  pa3BUTHE
NEBOYKM CcpelaHee ¢ OeduumUToM Macchl Tena (pocT
127 cm, 25—50%o0; macca tena 22 xr, 10—25%o), apre-
puanbHOEe mdaBieHue Ha pykax 140/80 Mm prt. cCT.,
Ha Horax 158/90 MM pT. cT., iepudepuydeckasi myabcarus
coxpanHa, auype3 900 mi/cyT (1,02 11/M?); KIMHUYECKUI
aHaM3 KPOBM M MOYM, KHCIOTHO-OCHOBHOE COCTO-
SIHUE M 3JIEKTPOJUTHL KpoBu B HopMme (pH 7,4; HCO,
28 MMob/11; Kanuii 4,5 mmosb/i; Hatpuit 140 MMonb/m),
pacueTHasl CKOPOCTb KJIyOOUKOBOIM (hMJIBTPALIMU COCTa-
Bua 69 mui/mun/1,73 M2 BbUIM MCKITIOUEHBI TUTIEPKOP-
TUIIU3M, TUTIEPTUPEO3, TEPBUYHBIN TUIEPaTbIOCTEPO-

Puc. 1. DKCKpeTopHasi yporpaMma: coXpaHeHne KOHTPACTHOTO Be-
[IeCTBA B JIOXAHKAX 00euX noyek Ha 40-ii MHHyTe MCCieIOBAHMS.
Fig. 1. Excretory urography: preservation of contrast in the pel-
vises of both kidneys at 40 min of the study.
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HU3M, peHHOMA W pelIMINB He(POOIaCTOMBI: KOPTU3OJ
10,5 mkr/n (Hopma 3,7—19,4 MKr/n), TUPEOTPOITHBIN
ropmoH 2,45 MxkME/mMa (Hopma 0,36—5,57 MkME /M),
TUpOoKCcUH 12,16 mvmons/m (Hopma 9,04—14,37 iMonb/m),
anpaoctepoH 155,4 nir/mn (Hopma 12—340 nir/mut), peHUH
4,98 ur/mn (Hopma 0,8—5 Hr/mit), aJibIOCTEPOH:PEHUH
31,1 nr/muHr/man (HopMa <50 nr/MJHT/MJ), Hei-
poH-cnienuduyeckass dHojaza 15  Hr/ma  (Hopma
<20 Hr/mn). PebeHok uMmen cTaOWIbHYIO apTepuaib-
HYI0 TUIMEPTEH3WIO, YUYWUTHIBas JaHHBIE CYTOYHOTO
MOHHMTOPUPOBAHUS apTepUabHOTO JaBlIeHUS (Cpem-
Hee apTepuaibHOoe napieHue nHem 154/109 mMm pT. CT.,
Houbto 132/93 MM pT. cT.), TUNEpPTpoUI0 MUOKapIa
JIEBOTO KeJTyI0UKa IO 3KCIEHTPUUECKOMY THUITY TI0 JaH-
HBIM 3XoKapauorpaduu (MHAEKC MacChl MHUOKapaa
JeBoro xeaymouka 39,9 mr/m>*7, >95%0), OTHOCUTEID-
Hasl TOJIIMHA CTEHKN MHUOKapaa JeBoro keiaymouka 0,33
(HopMma <0,42) Ge3 HapylIeHUSI CUCTOJIMYECKON (hyHK-
v (bpakuust Beiopoca mo Teicholz 63,1%). 1o maH-
HBIM YJIbTPa3BYKOBOTO MCCIIENIOBAHMS, pa3Mephl MPaBoii
mouku yBenumueHsl (7,6x4,5x4,5 cm; oobem 71,1 cm®
nn 87,5 em’/M?, 90%o0), nnddepeHINPOBKA TAPEHXUMBbI
CHIDXEHa; B XOIe IOMIieporpaduy MOYeYHbIX COCYIOB
ObUT TIPEATONIOKEH CTEHO3 TMPaBOi MOYEYHOW apTepuu.
Pebenky Obina mipoBeneHa peHoaHruorpadus (JAKbB
M. H.U. ®unatosa), moATBepAUBILIAsT Cy>KeHUE TTOUeY-
HOI1 apTepuu (puc. 2) ¥ BbITTOJTHEHa OaJIJIOHHAsT aHTHO-
TJIaCTUKA MPaBOii TTOYEYHOM apTepUH.

OKOHYAaTeTbHBIN TUAarHO3 TallMeHTa: «apTepraabHast
TUTIEPTEH3Us 2-11  CTeTleHU, PeHOBACKYJISIpHAs: CTEHO3
MpaBoii TOYeYHOl aptepuu. [mmepTtpodusi MUoKapaa
JIEBOTO XeJyno4yKa. XpoHudyeckast 60je3Hb mouek I1 cta-
nuv». B HacTosee BpeMs peGeHOK IMOJyJyaeT aHTUTH-
MePTEH3UBHYIO TEPAMuIo.

Knunnueckuii cayyaii Ne3. Manbuuk 8 net obcie-
JIOBaH B CBSI3U CO CTOMKMMMU TJIOKO3- W TIPOTEUHYpUEH
Ha IpoTsDKeHuU rofa. B Bo3pacte 5 yet y pebeHKa Oblia
MMarHOCTUpPOBaHA JKCTpacKeleTHast capkoMma FOwuHTra
sneBoit crombl, cranusi T3NOMO, mpoBeneHbl pe3eKIust
OITyXOJIM, HeOAIbIOBaHTHAST M albIOBAHTHAsI XUMHUOTEPa-
st o ipotokojry Euro EWING 2008, ammyraiiust ieBoit
crornbl 1 rtocHbI 1o Llapmy. Ha MoMeHT obcienoBaHumst
(usnyeckoe pa3BuTHE peGeHKa COOTBETCTBOBAJIO BO3-
pacty (Macca 25 kr, 50%o; poct 131 cM, 75 %o), oTeKOB
He OTMeyYasioch, aprepuanbHoe nasiaeHue 90/50 mm pr.cT.
JlaGopaTtopHoe oOciiemoBaHne BBISIBUJIO MPU3HAKKA CUH-
npoma OaHKOHM: HETMOCTOSTHHAs TONMYpUsT (Iuype3
0,9-2,8 n/m%/cyr), rmokosypus (30 MMoOb/IT), TIpO-
teuHypust (0,2 1/1) 3a cyerT [,-MUKPONIOOYJIMHYPUU
(26,5 mr/n; HopMa <0,2 mr/n), docdarypus (bochop
kpoBu 1,1 mmonw/n, Hopma 0,8—1,5 mmonb/n; TmP
0,95 mmonb/im; HopMa 0,97—1,64 MMOITB/T), YPUKO3YPUST
(FE, 21%; nopma <10%), n cHMXeHMe (QUILTPALIMOH-
HO (yHKIIMU MoYeK (pacueTHasi CKOPOCTh KIIyOOUKOBO
dwnbrpaunu 85 mu/mMunH/1,73 M?); KHUCIOTHO-OCHOB-
HOE€ COCTOSTHUE W DJIEKTPOJIUTHI KPOBHM OBLTA B HOPME.
ITo maHHBIM YIBTPA3BYKOBOTO MCCIIEAOBAHUSA TOYKU

OBMEH OlbITOM

Puc. 2. AHrmorpamMma: CTE€HO3 NpPAaBOWi MOYEYHOW apTepuu
(cTpenka).
Fig.2. Angiography: stenosis of the right renal artery (arrow).

BO3pacTHBIX pa3MepoB (mpaBas mouka 80%34 mM, JieBast
nouka 78x35 MM), MmapeHXumMa TMOBBIIIEHHOW 3XOT€HHO-
CTHU, C COXPaHHBIMU TUGDHEPEHIINPOBKOM 1 KDOBOTOKOM.
YcTaHOBIIEH AMArHO3: «XPOHWYECKUN TYyOYJTOMHTEPCTH-
LWATBHBIN HepUT, BTOPWYHBIN cUHIpoM MDaHKOHM.
Xponuueckasi 6oyie3Hb mouek Il cramum». HasHauena
Tepanus anbdakaabiuunoiom 0,02 MKr/Kr/cyT.

Knunnyeckwuii ciyyail Ned. [{esouka 10 net obeneno-
BaHa B CBSI3M C YMEHBIIEHUEM pa3MepoB JIEBOI MOYKH,
BBISIBJIEHHBIM 4epe3 2 Toja TMocjie OKOHYaHUS Tepanuu
no mporokoiry Euro EWING 2008, Bxirogas ay4eBYyIO
Tepanuilo Ha 30HY MHuUIManbHON omyxonu (POJ 1,8
I'p; COJ 45 I'p) mo nmosomy capkombl FOuHra 3abpro-
IIMHHOTO TIpocTpaHcTBa cieBa, ctamusi [IB T2NOMO,
rpynma BBICOKOTO pucka. Ha MOMeHT oOciemnoBaHUs
¢dusnyeckoe pa3BUTHE pedEHKa COOTBETCTBOBAJIO BO3-
pacty (Macca 32 kr, 50%o; poct 140 cM, 50%o0), apTepu-
anbHoe nasieHue 100/50 MM pT.CcT., puUabTpallMOHHAS
¢yHKIMS TIoYeK Obla coxpaHHa (CKOPOCTb KJIIyOOUYKO-
Boit pubrpaumu 102 mia/mun/1,73 M?), MOYEBOM CHH-
JIPOM OTCYTCTBOBaJ, 3KCKpELUs aqbOyMUHAa C MOYOit
25 mr/n (Hopma <30 mr/n). Ilo maHHBIM YIbTPa3By-
KOBOTO MCCIIe[IOBaHUS pa3Mepbl JIEBOW TMOYKH YMEHb-
weHsl (7,4%3,9%x3,9 cm, V=42,1 cm?; 37,9 cm®/m2, 3%o0),
ee MapeHXruMa MCTOHYEHA, MOBBIIIEHHOW 3XOTEHHOCTH,
KPOBOTOK oOcCJiabjieH; mpaBas TouKa HE3HAYMUTEeJbHO
yBenuueHa (8,2x4,7x4,8 cm, V=98 cm’; 88 cmP/Mm2,
90%0), mapeHxuMa He u3MeHeHa. PeHocuuHTUrpadus
¢ TexHelmeM-99M BbIsIBUIAa YMEHBIIIEHUE pPa3MeEpOB,
CHWXXeHUe (PYHKIIMU JIEBOH MTOYKH: YAEIbHOE pacrpee-
JieHue paauodapmMIiperniapaTa B JIEBOH MOYKE COCTaBUIIO
38%, cnipaBa — 100% (puc. 3). OKOHUYATEeNbHBIN THUAar-
HO3: «yMeHBIIIEHNE JIEBOI TTOYKHU, TTOCTIIy4eBOe. XPOHU-
yeckast 00J1e3Hb Iovek | cragum».

00cyxaeHue

OCJIOXHEHUST MPOTUBOOMYXOJIEBOW Teparuyi MaHU-
decTUpoBaIM y MALIMEHTOB B MHTEPBAaJie OT 8 Mec 110 8 JileT
Mocjie OKOHYAHUsS JIeYeHUST U TIPEACTaBIECHBI BTOPUY-
HBIM OOCTPYKTMBHBIM YpeTeporuapoHedpo3oM (CTeHO3
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Akcerosa M.E. u coaem. OTnaieHHBbIE TIOCIEICTBUS IPOTUBOOIYXOJIEBOM TEPAIIMHU B PAKTHKE HE(POJIOTa: OMHMCAHKE CEPUM CITYIaeB

postenor

Puc. 3. PeHocuuHTHTpaMMa ¢ TexHenueM-99M: ymeHblleHHe
pPa3MepoB JIeBOil MOYKH.

Fig. 3. Renoscintigraphy with Technetium-99M: reduction
in the size of the left kidney.

MOYETOYHUKOB B O0JIACTU OIEpaTUBHOTO BMeIIaTeThb-
CTBa, JIy4eBOM Teparuu), OCIOXKHEHHBIM MHUeToHepPU-
TOM, PEHOBACKYJSPHOU apTepuabHON TUTEepPTeH3UEeH
U TOCTJIy4eBbIM He(dpocKiepo3oM (Mocie JTOKaJIbHOMI
JIy4eBOM  Tepanuu), MeAMKaMEHTO3HO-UHIYLIUPOBAaH-
HBIM BTOPUYHBIM cHApoMoM DaHKoHU.

YacToTa pa3BUTHsI OTHAJEHHBIX PEHATBbHBIX OCIOXK-
HEHUI TIPOTUBOOITYXOJIEBOM Tepanmuu BapbupyeT oT ()
10 84%, 4TO CBSI3aHO C KPUTEPUSIMM TUATHOCTUKU JMC-
(YHKIIMY TIOYEK, CPOKaMK 00CTIeOBAHUS U TeTEPOTEHHO-
CTBIO TPYIIT MaireHToB. [To JTaHHBIM MeTaaHaIN3a, BKITIO-
ypBirero 13 327 geTteit M MOOPOCTKOB C IJIMTEIHHOCTHIO
KaTaMHe3a He MeHee | roma rocje JieueHusl, CHUXeHUe
punbpTpaliMoHHON (GyHKIMU ToYeK umenoch y 0—74%,
nUChYHKIMSI TOYEYHBIX KaHamblieB — y 0—63%, mipo-
TeuHypust — y 3,5—84%, aprepuaibHasi TUTIEPTCH3UST —
y 0—50% mnaunenTtoB [3]. KnuHuuecku 3HaYMMOE CHU-
JKeHNE PAaCUETHON CKOPOCTH KIIyOOUKOBOI (DMIIBTpALIN
(<60 ma/mMun/1,73 M?) B cpeaHeM 4epe3 23 roma HabIIoO-
JIeHUsI OBIJIO BBISIBIIEHO B 2% ClydaeB; y 9TUX IMallMeHTOB
yalie oTMevajach apTepualibHas TMIIepTeH3UsI, UMeJlach
eIMHCTBEHHAsI TI0YKa, OHU TIOJNYYMJI OoJiee BBICOKHE
KyMYJISITUBHBIE JT03BI M30odocdamMuia, IpernapaToB Ia-
TUHBI W JlydeBOi Harpy3ku [4]. M3BecTHO, UTO pasHOit
CTENeHU AUCPYHKLMS TOYEUYHBIX KaHAJIbLEB, WHIYLIM-
poBaHHas u30dochaMuIOM, TIEPCUCTUPYET TPUOIU-
3UTENIbHO Yy 1/3 MalueHToB, B TOM YKCJe ¢ KIMHUYECKU
3HAYUMBIM cUHApoMoM DaHKoHM y 5%; MOYeUHbI TyOy-
JIAPHBINA alumo3 BeIABIsAETCS y 4% mocie OKOHYAHMS
Tepanuu; (HaKTOPOM pUcKa TYOYISIPHBIX HAPYIIEHUI CITy-
KUT KyMYJIITUBHAS 103a n3odocdamuna 6oee 80 r/m? |3,
5, 6]. MunyuupoBaHHas LMCIUIATUHOM THUIIEpMArHUypUst
coxpansiercs y 30% naiuueHTOB Ha MPOTSKEHUM HECKOIIb-
KUX JIET TIOCJIe 3aBeplIeHs Tepanuu |3].

Xupypruyeckoe BMEIIaTeILCTBO W JIydeBas Tepa-
s Ha 00JacTh OpPIOIIHON TIIOJIOCTM MOTYT HPUBO-
IIUTh K Pa3BUTUIO BTOPUYHBIX YPOIIATHUIii, BBISIBISIEMBIX
y 0,5% malueHTOoB, U TTOBPEXAEHUIO MOUYEYHBIX COCYI0B
[7, 8]. INoka3ano, yto y 7 neteii u3 31 pebeHKa, MOTYINB-

IIEero MYJIBTUMONABHYIO, BKITIOUasi JIY4eBYIO Teparuio
o moBoAy HedpoOIACTOMBI, CTEHO3 TTOYEYHBIX apTepuil
M CTEHO3 OpIOITHOI aopTHl pa3BIIIMCHL uepe3 7—12 et
OT OKOHYaHWs JieyeHus [8]. DopMmupoBaHUEe CTEHO3a
CBSI3BIBAIOT C PEHTreH-WHIYLMPOBAHHBIM TPOTPECCH-
PYIOIIMM YTOJIIEHUEM WHTUMBI COCYIOB C WX TOCTe-
IyIOIEel OKKITIO3ME, BBISIBIIIEMON 4Yepe3 5 jeT mocie
JygeBoro BosneiictBus [9]. JlyueBoit Hedput MaHUDE-
CTUpYET B cpefHeM 4epe3 18 Mec oT OKOHYaHUST pajuo-
Tepanmuy 1 TIPOSIBJISIETCST apTepUaIbHON TUIIepTEH3UEH,
MPOTeHYpUeE, CHIKEHUEM KITYOOYKOBOM (uibTpa-
IIUY, YMEHbIIIEHUEM pa3MepoB TOYeK ¢ HMCTOHYEHUEM
TMOYEYHOM MapeHXMMBI BCJIEICTBUE TTPOTPECCUPYIOIIETO
Hedpockitepo3sa [10].

IMoxa3zaHo, yTo (hakTopamMu pHCKa pa3BUTHS OTHA-
JIEHHBIX pPEHAIbHBIX OCJIOXHEHWN TPOTUBOOITYXOJIE-
BOIM Tepanmuu CJIy>kaT BO3pacT MJIafIIe 5 JIeT Ha MOMEHT
Havajia JIeYeHUsl, EeIMHCTBEHHas TI04YKa, BbICOKAs
KYMYJSITUBHAs /1032 TPOTHBOOITYXOJIEBBIX Iperapa-
toB (13odocdamua >60 r/m?, uucruiatuda >200 Mr/m?)
W JIOKaJbHOW JydeBoi Harpy3ku (>6 I'p omHolt ¢dpak-
e uim >12 I'p ¢ppakumonHo). OgHAKO 3TOrO HEIO0-
CTAaTOYHO, YTOOBI POTHO3UPOBATh — KTO, KOTHA, KaKKe
M KaKOW CTEMeHU OCJIOXHEHUS Tepaliii MOXKET UMETh.
B oTcyTcTBUE pekoMeHmalWii, OCHOBAaHHBIX Ha JOKa-
3aTeJibHOM MenuumHe, EBporreiickoe oO0IIeCTBO OHKO-
JjoroB 1 rpymnmna 1o aetckoit onkojornu (COG, Chil-
dren’s Oncology group) mnpemiaraloT OTHOCUTH KaXJ10ToO
pebeHKa, MepeHecIero MPOTUBOOITYXOJIEBYIO Teparuio,
K TpYIIe prcKa WM B OTCYTCTBHME Xajao0 W M3MEHEHWIA
MOYEBOI CUCTEeMbl HA MOMEHT OKOHYAHUS JIeYeHUS TTPO-
BOIUTH €XETOMHOE 00CeIOBaHNe TAlMEHTOB B CIEIy-
jollleM o0beMe: M3MepeHUe apTepuaJbHOTO JaBJICHMS,
WCClieIOBaHNEe KIMHWYECKOTO aHallu3a KPOBM M MOYH,
ornpenejeHe KpeaTUHUHA, MOYEBUHBI, HATPUSI, KaJWs,
XJIopa, Kaiblys, MarHus, ¢ocdopa, meaodHoi dpocda-
Ta3bl KPOBU; YJIbTPa3BYKOBOE HMCCJIEIOBAHUE TMOYEK —
B CJlydyae apTepuaJbHOW TUIEPTEH3UU U WU3MEHEHUN
JnabopaTopHbIX MapameTpoB [11—14]. Hetu ¢ ycraHOB-
JICHHON He(dpOJIOTUYEeCKO MaToJorMeii Ha MOMEHT
OKOHYaHUS JIeYeHUsS (€IUHCTBEHHAsT TTOYKa, CHIKEHHE
(yHKUIMM TIOYEK, YpOJIOTMUYECKUE OCJIOXHEHMS, Jp.)
JOJDKHBI  HAOJIOAAThCsl COTIACHO COOTBETCTBYIOIIMM
PEKOMEHIALIMSIM TIPU TaHHOM Ho3ooruu [15].

3aktoyeHme

Takum o0Opa3om, TIpencTaBieHHbIE KIMHUYSCKUE
HaOMIONEHWSI W JaHHBIE JUTEepaTyphl ITOKa3bIBaIOT,
YTO JETH, TIOJy4YaBIIWE TPOTUBOOMYXOJEBYIO Tepa-
MU0, HAXOISTCS B TPYyIINe PUCKA pa3BUTUSI OTIAJIEHHBIX
OpraHHBIX OCJIOKHeHM. OTCYyTCTBHME MPU3HAKOB Hepo-
YPOJOTUYECKOM MaTOJIOTMM HAa MOMEHT OKOHYaHUS Jieue-
HUS He MCKITIOYAeT pa3BUTHS 3a00JIeBaHUI ¢ TeUEHHEM
BpPEMEHU, MMOATOMY MalMEHThl HYXXKIAITCS B JTUHAMUYE-
CKOM HaOJIONEHUM, a POOUTENIM U Bpayl JOJKHBI OBITh
MHAOOPMUPOBAHEI O BO3MOXKXHOM CIIEKTpPE OTHAJIEHHBIX
OCJIOXKHEHUM.
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HoBble nepcneKTHBbI PA3BUTHSI CAHATOPHOTO 3TANAa KAPAHOJIOTHIECKOH peaduIMTaiuu
JieTeil Ha eBIATOPUIICKOM KypopTe

I'.9. Cyxapesa

®rAQY BO «KpbiMmckuii depepanbHblin yHuBepcuteT um. B.U. BepHaackoro», Cumdeponons, Poccus

The new prospects for the development of children cardiologic rehabilitation
at sanatoriums of Yevpatoria health resort

G.E. Sukhareva

Vernadsky Crimean Federal University, Simferopol, Russia

B craTtbe 00CyKIAI0TCS MEPCHEKTHBbI PEAOHIMTAIIMM JeTeil ¢ BPOXKIEHHO! MATOJIOTHEl CepaeYHO-COCYJUCTO CHCTEMbI, B TOM
YHClie Tocje XUpypruyeckoii koppekuuu. Jloka3biBaercss HeoOXOAMMOCTh CO3/1aHMsI CHCTeMbl (hU3NYECKOIi, NMCUXOJOrMYECKOi
M COIMAJIBHOI PeaduIMTAIMK 00JIbHBIX ITOIl KATErOPUM HA BCEX ITANAX OKa3aHWs MeIMIMHCKOW MOMOINM: CTAIMOHAPHOM, CaHA-
TOPHOM ¥ IUCIAHCEPHOM C Y4eTOM OCHOBHBIX NPHHIIMNOB peaduauTanuu (paHHee HAYAJI0, ITANHOCTb, KOMILIEKCHOCTDb, HENpepbIB-
HOCTb, MIPeeMCTBEHHOCTh MeXKy (ha3aMu, WHIMBUAYATN3ALHS MPOTPAMMBI PeAOHINTALMM U AP.). ISl JOCTIIKEHHs] ONTUMAIbHBIX
Pe3yJIbTATOB BOCCTAHOBUTEILHOIO JIeYeHHs U PeaOMINTAIMM NALUEHTOB C BPOXK/IEHHBIMI MOPOKAMM CEeP/Ila B OTIAJIEHHOM NOCJIe-
OnepanvoHHOM nepuone Hanbosiee (GU3UOJOTHYECKMM ITANOM, CHOCOOCTBYIOIIMM YJIYYIIEHHIO PEryJSTOPHBIX MPOLECCOB Jiesi-
TEJLHOCTH CepIla, NPU3HAH CAHATOPHDI 3TAN HA U3BECTHBIX KJIMMATO-0aJIbHEOJOTHYECKHX JETCKUX KypopTax YepHOMOPCKOro
nodepexbs. [Ipu nanpHeiimeil pazpadoTke v peasn3anuu MeponpusTHii B coorsercTsuu ¢ «Ilepeunem nopyyenuii [Ipe3unenra P®
o uroram 3acenanus Koopmunamuonnoro cosera npu Ilpesunente Poccuiickoit @enepannu no peammsannu HanuonansHoii crpa-
Teruu JeicTBuii B uHTepecax aeteii Ha 2012—2017 roapi» ot 31 mapta 2017 r. HeodxoauMo yyecTh co3aanue B Pecnyosmke Kpbiv
BcepoccuiicKoro 1eTcKoro peadMIMTAIMOHHOTO IEHTPa /IS JeTeil ¢ MaToJiorueil cepievyHo-coCyAUCTOl CHCTEMBbI, B TOM YUCJe
IS ieTeil, OnepUPOBAHHBIX HA cepaue.

Karouegwie caosa: demu, apodicoernble nopoku cepoya, CaHamopHO-KypopmHas peaduaumayus.

Ans untnpoBauns: Cyxapesa I.3. HoBble nepcrnexkTnBbl pa3BuUTUs CaHaTOPHOro aTarna Kapavoa0rnyeckor peabuantaumm geTel Ha eBnaro-
puickom KypopTe. Poc BecTH nepuHaron v neauatp 2023; 68:(1): 133—-140. DOI: 10.21508/1027-4065-2023-68—-1-133-140

The article discusses the prospects of rehabilitation of children with congenital cardiovascular anomaly, including those after surgery.
The author provides evidence that it is essential to create a system of physical, psychological, and social rehabilitation for this category
of patients at all stages of medical care: in hospital, at the sanatorium, and during the follow-up, taking into account the basic prin-
ciples of rehabilitation (an early start, a stage-by-stage approach, coherence, continuity, consistency, individualization of the reha-
bilitation plan, etc.). The sanatorium treatment at the famous climatic and balneological children’s health resorts of the Black Sea
coast appears to be the most physiologically relevant stage contributing to the improvement of the regulatory processes of cardiac
activity and providing optimal results of restorative treatment and rehabilitation for the young patients with congenital heart defects
in the remote postoperative period. The creation of the All-Russian Rehabilitation Center for children with cardiovascular pathology,
including children after heart surgery, in the Republic of the Crimea should be considered in the context of the further develop-
ment and implementation of measures in accordance with the List of Instructions of the President of the Russian Federation fol-
lowing the meeting of the Coordinating Council under the President of the Russian Federation on the implementation of the National
Strategy of Action in the Interests of Children for 2012—2017 of March 31, 2017.

Key words: children, congenital heart diseases, rehabilitation and sanatorium-resort treatment.

For citation: Sukhareva G.E. The new prospects for the development of children cardiologic rehabilitation at sanatoriums of Yevpatoria health
resort. Ros Vestn Perinatol i Pediatr 2023; 68:(1): 133-140 (in Russ.). DOI: 10.21508/1027-4065-2023-68-1-133-140

K 100-aemuto Kpvimckoeo kypopma

HeCMOTps{ Ha 3HAYUTEJIbHbIE YCIIEXW, TOCTUTHYTHIC
B XMPYPIUYECKOM JICYEHUN OOJILHBIX C BPOXKIECH-
HBIMU TIOPOKaMU Cep/ilia, KOTOpble MPUBOASAT HE TOJIBKO
K CITaCeHUIO JEeTeil, YBEIWYSHUIO MPOMOJIKUTEITLHOCTH
M YAYYIIEHWIO KadyecTBa WX XXM3HU, 10 MHEHUWIO MHO-
TUX WcclenoBaTesieil, hopMUpPYyeTCsT TTOMYJISIINS IeTei,
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Y KOTOPBIX CYIIECTBYIOT IPOOIeMBbI (HPM3MOJIOTMIECKOMN
M COLMaJbHOM ajanTaluyd B IOCJI€ONepaliOHHOM
nepuone. JlnutenbHas amanTauusi opraHM3Ma K YyCJio-
BUSIM TUITOAMHAMUM BBI3BIBAET HaMpsKeHUe U (PyHK-
LIMOHAJIbHBIE HApYIIEHUsT B HEWpPOTyMOpaJbHOM, cep-
JIEYHO-COCYIMCTOM M JbIXaTeJIbHOM CHUCTEMAX, ITO3TOMY
BCE JIETU C MATOJIOTUEN CepAeYHO-COCYIUCTON CUCTEMBI,
0COOEHHO TIOCNIe KapIMOXUPYPTUUECKON KOPPEeKIIUU,
HYXIAIOTCSI B NMPOBEIEHUN peabUIUTALMOHHBIX MEpO-
OpuSTUi, B TOM 4YHMCJIE Ha caHaTOpHOM 3Tare [1-—5].
Tak, B Ykase IIpesunenta PD ot 1 nionst 2012 r. Ne761
«O HauuoHanbHOM cTpaTernu AEeNCTBUI B MHTEpecax
neteit Ha 2012—2017 rompl» u Ykase [Ipesumenta PD
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ot 29 maga 2017 roma Ne240 «O6 oOwsiBneHun B Poc-
cuiickoit Deneparuu JlecsaTrneTst 1eTCTBa» OTMeUeHa
HEOOXOIUMOCTDb PACIIUPEHUSI CETH CAHATOPHO-KYpPOPT-
HBIX YYPEXICHUIA:

«lhasa 1V.  3dpasooxpanenue,
K demsm, u 300posblil 00pa3 HeusHu

5. Mepot no opmuposanuro cospemenHoll moderu
opeaHusayuu omaovixa u 0300posaeHus demeil, OCHOBAHHOU
Ha NPUHUUNAX 20CYOAPCMBEHHO-YACMHO020 NAPMHePCmed.
Cozdanue Ha ghedepanvHom yposHe cucmemvl KOOPOUHA-
yuu  0esmeabHOCmu COOMEEMCMEYIUUX 20CYy0apCmeeH-
HbIX Opeanos u opeanusayull. Paspabomka cucmemovl mep
no noddepicke U pazeumMur) UHGPACMpyKmypsl omobixa
U 0300poeéaenus demeil, 8 MOM Uucie NO HOPMAMUGHOMY
@unancuposanuro npoepamm 6 danHoil cgepe. Paspabomka
cXeMbl 83aUMO0elicmeuss CaHamopHO-KyPOPMHbIX YUpedc-
denuil ¢ peabuAUMAUUOHHBIMU YeHmMpamu 05 npedocmaeg-
Aenus 0onee KA4eCMEEHHbIX Ycaye O0emaM-UuH8aludam
U 0emam ¢ XpOHUHeCKUMU 3A001e6AHUAMU NO NYMEGKAM
"mamo u dums". Pacuupenue cemu caHamopHo-KypopmMHbvIX
yupescoeHuil 045 cCOBMeCcmHOo20 npedvleanus demeil ¢ poou-
mensmu (3aKOHHbIMU NPEOCMABUMENIMU)».

B 2022 r. IlpaBurensctBo KpbiMa npunsiio Ilocra-
HOBJIEHHE O CTPOUTEIbCTBE B T. EBIMaToprii MHOTOIPO-
¢unbHOTO (B TOM 4mce IS AeTeil ¢ cepAeuHO-COCYIU-
CTBIMM 3200JIEBaHUSIMU) JTETCKOTO peaduIUTaIllMOHHOTO
1IEHTpa, KOTOPOE MOJIKHO 3aBepIIUThes B 2024 T.

IMpuMeHUTETHHO K AETSIM C BPOXKACHHOM MaTOJIOTHEI
CEepIEeYHO-COCYINCTON CHUCTEMBI TIOHSITUE «peabuInTa-
LIMsST» OCHOBBIBAETCS Ha PEIIeHUH KOMITIeKca MmpooJieM,
HEe TOJbKO CBSI3aHHBIX C TTPOBEIEHNEM BOCCTAHOBUTEb-
HOTO JIeYeHUsI, KOTOPOe B JETCKOM BO3pacTe MEepBUYHO
B peabWIMTALIMOHHOM TIPOIIECcCe, HO 1 TICHXOJIOTO-TTena-
TOTMYECKUX M COLMAbHBIX. Beab ycTpaHeHe aHATOMU-
YeCcKUX 1e(eKTOB pa3BUTHSI cep/lla MPEACTABISIET COOOI
BEIYIINIA, HO JINIIIb TIEPBBIM 3Tall KOMIUIEKCHOM CUCTEMBI
peabWIMTallui WHBAJIUIOB HETCTBA, KOTOPBIMU SIBJISI-
JOTCSl JIETU C BPOXKIEHHBIMU TOpOKamMu cepaua [6—9].
IIpu aTOM B yCnOBMSIX HEOIAronpusiTHON nemorpadu-
YecKoi cutyaunu B Poccum coxpaHeHUe W yIydllleHUe
KavyecTBa XXU3HU KaXKIOTO POAMBIIETOCS peGeHKa Tpu-
oOpeTaeT He TOJIbBKO OTPOMHOE COLMATbHO-3KOHOMMU-
yeckoe, HO U TIOJIMTHYecKoe 3HayeHue. [Ipudyem coxpa-
HEeHUe XU3HU U TPYAOCITOCOOHOCTU OOJbHBIX, KOTOPBIE
B JIETCTBE TEpEHECIN XUPYPruyecKoe BMEIIaTeTbCTBO
110 NIOBOLY ITaTOJIOTUM CEpAlla, COCTaBJSAECT 3HAUYUTE]Ib-
HbI 9KoHOMUUYeckuit apdexr. Tem He MeHee HaydHO-
000CHOBaHHBIE PEKOMEHIALIMU IO IHUCTaHCepU3alun
1 peadMIMTAlM JeTell ¢ BPOXKIEHHOM MaToJIOTUEl cep-
JIEYHO-COCYINCTOM CUCTEMBI, B TOM YHUCJIe OTIepUPOBAH-
HBIX Ha ceparle, HOCAT eAMHNYHBIN XapakTtep [7, 10, 11].

Ycnexu [eTCKOM KapAuoJIOTMU W KapIuOXUpyp-
MU TIpUBEJM K TOMY, YTO YBEJWYUJIACh TPOIOJIKU-
TEJTbHOCTh XXU3HU OOJIbHBIX, UMEIOIINX WJIM WMEBIINX
BPOXIEHHBIN MOPOK cepaia. B cBs3m ¢ atum hopmu-
pyeTcsl 3HaAUYMTEbHAs, B TOM YMCJIe B3pocias TMOIyJs-
LIS, HYXKIAIOMASCS B COOTBETCTBYIOIIEM MEIUITMHCKOM

dpyacecmeeHHoe

OBMEH OlbITOM

obecrieyeHUU (perieHus BOMPOCOB TpodeccroHaIbHOM
peabunuTanu, 6epeMeHHOCTH, POIOB, OCBUIETEIHCTBO-
BaHUs 10 JIMHUM BOSHKOMATA, 3aHSATHUI CITOPTOM M JIp.).
OTnajieHHbIE pe3yabTaThl OMepallii BO MHOTOM 3aBUCSIT
OT TIOCJICOTIEPALIMOHHOTO YX0/1a 32 OOJTbHBIMU U OT JaJTb-
HEWIIero CHCTeMaTUYeCKOro HaOIIONeHUs, JICUeHUs
U peabuauTalnu B aMOYIaTOPHBIX yCIoBUsAX. OmHAKO
B OTHOIIIEHUY MCCJIEIOBAHMI, KacarolInuxcsl peabuanTa-
LIUU IeTel, OTIepUPOBAHHBIX HAa CepAlle, M BHEAPEHUS UX
B MIPAKTUKY 3IpaBOOXpaHEHUsT HAOIOAaeTCs 3HAUNTE b~
HOe OTCTaBaHWe (B OTJIMYME OT TAKOBBIX Y B3POCIBIX).
DTO CBSA3aHO, MO-BUAMMOMY, C T€M, YTO B COIMATBHO-
SKOHOMMYECKOM TUJIaHe He YYUTBLIBAIOTCS OTHAJIEHHBIE
MOCJIEICTBUSI OTCYTCTBUSI CUCTEMBI peabMIUTALINN AeTei
(Oynmymive TpymoBble pe3epBbl), a TakxKe TO, 4YTO pea-
OuIMTAIVS AeTel 3aBUCUT OT POAMTEICH W Menaroros,
OT UX TOHWMAaHWs 3HAUYEHUST peaOWINTALIU, KeJTaHUSs
1 BO3MOXHOCTHU ee mpoBeAeHus. UTo KacaeTcsl opraHu-
3aI[MOHHOM CTOPOHBI peabUINTAIIUN JeTei C CepaeyHO-
COCYIMCTBIMM 3a00JIeBAaHUSIMU, TO B HACTOSIIEe BpeMsI
He CYIIECTBYeT perlaMeHTHMPOBAHHOM CHCTEMBbI CaHa-
TOPHOTO M TMOJUKJIMHUYECKOTO 3TAIoB. B ¢BSI3M ¢ 9TMM
CYMTAeM BaXXHBIM TOAEJIUTHCS HAIIMM OITBITOM peabu-
JINTALINU JeTe C CepIevYHO-COCYINCThHIMU 3a00JIeBaHN-
SIMU (B TOM YMCJIe ¢ BPOXICHHBIMM TTOPOKAMU CEp/ILIa)
B Pecniyonuke KpbiM, KoTOpasi ocyiecTBisieTcsl Ha pas-
JINYHBIX 9Tanax: CTallMOHAPHOM, CaHATOPHOM M JIHC-
maHcepHoM. llenb myOauKauuy — TIPUBIEYh BHUMA-
HUE AETCKUX KapAMOJIOrOB, TMeauaTpoB, KypOpPTOJIOTOB,
peaduINTONIOTOB, (PU3MOTEPaneBTOB M OPTaHM3aTOPOB
3IpaBOOXpAaHEHUsT K BOIPOCAM YCOBEPIIECHCTBOBAHUS
CUCTEMBI CaHATOPHO-KYPOPTHOI peaduauTaluu aeTei
C CepIeYHO-COCYIUCTOM TIATOJIOTHME Ha KPBIMCKUX
KypopTax ¢ co3maHueM Ha 06a3e EBmaTopuiickoil 3mpas-
HULBI Bcepoccuiickoro meTcKoro MHOTOMPOMUIBHOTO
peaduIMTAalIMOHHOTO IIEHTpA.

CralmoHapHbBIl 3Tanm  peabWINTALIMA  HAaYMHACTCS
C JI0OTIepallMOHHON TTOATOTOBKM OOJIbHBIX B Kapauo-
JIOTUYECKOM OTHeJeHurn PecrnyOJnKaHCKOW JIETCKOM
KJIMHW4Yeckoi OosbHULIBI (I. Cumdepononb) U BKIO-
YyaeT CaHalMIO OYaroB XpPOHUYECKON MHMEKLVHU, MeIu-
KaMEHTO3HBIN U TMCUXOJIOTMYECKUIA acTieKThl. BoJIbHBIM
MPOBOISTCS IbIXaTeJbHasi TMMHACTHKA, 110 TTOKa3aHUSIM
JieyeOHast GU3KYJIbTypa, Maccax v IPyrue MeporpusITus,
HarpaBJIeHHbIE Ha CTAaOMIM3AlMIO TOoKa3aTelell remMo-
OUHAMUKU U TTPOMWIAKTUKY BO3MOKHBIX OCIIOXHEHMUIA.
3aTeM CTallMOHAPHBINM 3TaIl TIPOAOIKAeTCS B KapANOXH-
PYPrUYecKOM OTHEJIEHUHU CHeIUaIu3upOBaHHOTO Kap-
auoxupyprudeckoro LleHTpa, Tae Tpu HEOCTOXKHEHHOM
TEYEHUM TTOCIIEOTePAllMOHHOTO TIepruoaa paHHSS aKTH-
BaIust OOJTBHBIX TIPOBOIUTCS YK€ Ha 1—2-¢ CYyTKM TTocIie
orepali. PaHHSIS aKTUBU3aLMsT OOJBLHOTO TIPU HEOC-
JIOKHEHHOM  WHTPAOTIEpPAllMOHHOM W OJvKaiiiem
MOCJIeONePallMOHHOM MeproAax — OIWH W3 TTPUHIIUIIOB
peabuaUTAMM, TaK KaK OpTOCTaTWYecKass TUITOTeH-
3Us U TaXUKapAuss — 3TO HamboJjee pacrpocTpaHeHHBIE
OCJIOKHEHMS JUTUTEIbHON TUMoAnHaMuu. B mocieorne-
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pPallMOHHOM Tieproae OOJTbHOM HAXOAUTCS B KapIUOXU-
pyprudeckoM otneieHun 5—10 qHeir, 3aTeM repeBOaUTCS
1O MECTY JKUTEJIbCTBA.

Peabunurauust nereit B KpbiMy B mocieonepaiiy-
OHHOM TIEPHOJIe TTPOBOIUTCS B OCHOBHOM B KapAaWOJIO-
TMYECKOM OTIeJeHUun PecryOoauKaHCKOW OOJbHUIIBI,
B CTallMOHape OJHOTO AHs WU (PEeAKO) B MOMALIHUX
YCIOBUSIX. 31eCh TPU HEOOXOAMMOCTH TTPOBOIUTCS TTOJI-
6Op WM KOPPEKIUsS MEeIUKAaMEHTO3HOU Teparuu, pac-
IIApEHNEe IBUTATEIBHOTO PeXUMa, TPOIOIKAIOTCS TICU-
XOJIOTUYECKNE acleKThl peabwmmranuu. Ilomboupaetcs
WHIWBUAYaJbHAs TPEHMUpYIOIIasi Harpy3ka Ha OCHOBa-
HUM KOMILIEKCHOTO OO0CieqoBaHus U Ipod ¢ pusmde-
CKOI Harpy3koil. Mbl OTMETHIIM, YTO CpPeau OOJIBHBIX
C HU3KON U cpenHeil (u3mdeckoil padOTOCIIOCOOHO-
CTBIO, C HealeKBaTHOM peaklneil cepaeqHO-COCYINCTOM
CHCTEMBI Ha Harpy3Ky OBIIM MallMeHThI KaK C XOPOIIUM,
TaK MU C YIOBJICTBOPUTEIbHBIM TI'eMOIWHAMUYECKUM
pe3yabTatoM orepaunu. CHuKeHUe pu3ndeckoil pado-
TOCTTOCOOHOCTH MOXKET OBbITh CBA3aHO C OTpaHUYECHHEM
(pU3NIEeCKNX YCUIUIT U IeTPEHUPOBAHHOCTBIO pebeHKa.
MbI U3yyuam cBsI3b MeXIy (U3MUEeCKOoil paboTocmocob-
HOCTBIO, JKUBHEHHOM (PM3NYeCKOI aKTUBHOCTBIO U Kave-
CTBOM JKW3HU MAIlUEHTOB U BBISIBUJIN MPUYMHBI OTpaHU-
YeHUI (DU3NUECKUX YCUITUIA Y 00CTIeIOBAHHBIX OOTbHBIX.
IMpyunHbBI CHUXKEHUS KayecTBa KU3HU Y IEeTel ¢ BPOXK-
JIEHHBIMU TTOPOKAMU CEPALIa OBbLIM CBS3aHBI C OTPAaHUYe-
HUeM GU3NYecKuX yewnii (75%), orpaHIIeHUEeM aKTHB-
HOCTM B TIOBCeTHEBHOU XU3HM (48%), M3MEeHEHUEM
oTHoIeHUs npyseit (40%) 1 3MOIIMOHATBLHBIM Hampsi-
sxxeHneM (32%). Iporpamma ¢uU3MIecKoi peabuaIuTalum
OTpeNesIsieTCsT Ha OCHOBaHUM OLIEHKM KIMHUKO-(DYHK-
LIMOHAJIBHOTO COCTOSTHUS TIAlIMeHTa, ero (hU3n4ecKoi
pabOTOCMOCOOHOCT UM OCYIIECTBJSIETCS  METOAAMMU,
MOBBIIIAIOIIMMY  (QU3NYECKYI0O  pabdOTOCITOCOOHOCTH
W yAyYIIalomUMK  (GYHKIWAIO CEePIeYHO-COCYIUCTOM
U IbIXaTedbHOU crcteM. OHa OCHOBBIBAETCST Ha TPOBE-
JIEHUU TIPOOBI ¢ (hU3NIECKOM HATpy3KON U OIIEHKE CTe-
MeHU aJanTaluy K Hell cepAeuHO-COCYTUCTON CUCTEMBI.
B HacTosIiee BpeMsT BO3MOXHA KayeCTBEeHHast U KOJIU-
YeCTBEHHAas OlleHKa (hM3NYECKOTO COCTOSTHUSI OOJBHOTO
C TIOMOIIBIO HATrpy304YHBIX MPoO, Hambosiee MHMOpMa-
TUBHAs M3 KOTOPBIX — BEJIIOIPTOMETPUS C OTperesie-
HUEM TIoKa3aTesieil LEeHTPATbHON TeMOAMHAMMKHA. DTH
JIAaHHBIE TaKXXKe HEOOXOAMMBI JIJIsT HAOMIONEHUS 3a TIalli-
eHTaMM B TIpollecce pPeadUIUTAlUM, 3aKITIOYUTETbHOM
OlLIeHKN ee d(P(MEKTUBHOCTU U OMpPENCeIEHUST PEKOMEH-
naiuii mo ObITOBOH (hu3nueckoit akTuBHOCTU. [locre
OKOHYAHUSI Kypca JIeUeHUsT B OTAEJEHUU KapIHOJOTUU
GOJIEHOM ¢ MHAMBUAYAJTBHO MTOI00PaHHBIM TPEHUPOBOY-
HBIM PEXMMOM M COOTBETCTBYIOIIIMMU PEKOMEHIALIUSIMU
MEepEeBOANTCS B CAHATOPUN WM KapAMOPEBMATOJIOTH-
YeCKYI0 CaHATOPHYIO INKOJy-WHTepHAT T. EBmatopum.
CaHaTopHbI# 3Tan peadbuiauTtauuu aaurtces 24 nus [3, 11].

He meHee BaxkHasi cocTaBisioniasi peadUIUTALIM-
OHHBIX MEPOTNPUATUI — JOUCTIAHCEpU3alus IeTeid
C BPOXIEHHBIMU TOpOKaMM cepana. JlucmaHcepHoe

HaOoaeHe OCOOEHHO BaXXHO IS BBIICHEHMSI XPO-
HOJIOTUM PETrPeccur CUMIITOMOB 3a0o0JieBaHUsI, OO0b-
eKTUBHOW W OKOHYATEJNIbHOW OIIEHKM pe3yIbTaTOB
XUPYpruyeckoro yjedyeHust. JlucrnaHcepHsblii aTar peadu-
JIUTAIIMA — 3aBepIIAOIINI, TPOMOIKAETCS 10 TOCTHU-
JKeHMs ONTUMAJIbHBIX IMoKa3aTeneil pu3mdeckoil pado-
TocriocooHocTH. Du3nyeckass peabMIMTAIIAS Ha 3TOM
aTare TMPOBOIUTCS OMHOBPEMEHHO C IPYTUMM MeIu-
LIUHCKUMHU MEPOTIPUSTUSIMU, BXOASIIMMH B TIPOTPaAMMY
peabunuTaiiiu. B OOJbIIMHCTBE ciydaeB y OOJbHBIX
MmocJie YCTIEIHON XUPYPTUYECKON KOPPEKIUU BPOXK-
NIEHHOTO TMOopoKa cepilla HacTyraeT ObICTPOEe M CTOM-
KO€ yJIy4ylIeHUE COCTOSIHUS C MOJHOW HOopMaau3auuein
remMonvHaMuKku. OZHAKO TIPU HEIMOJHOW KOPPEKIUHU
MopoKa W/WIM TIpU BO3HUKHOBEHWU OCIIOXKHEHUIA
B OTHAJIEHHOM TIEpUOJe MOTYT BO3HUKHYTh Hapylle-
HUS CEepAEYHO-COCYIUCTON NeSITeTbHOCTA B BUIE pa3-
BUTUSI CEpAEYHON HEIOCTAaTOYHOCTU, HapyIIeHUIA
puTMa cepaua, WHOEKIIMOHHOTO 3HIOKApAWTa W Jp.
TToaTomy nmanbpHeiilee HabJOAeHUE W TIPU HEOOXOMM-
MOCTH CBO€BPEMEHHOE JieUeHHE B TTOCICOTEPallMOHHOM
Mepuoie BCeX ONEPUPOBAHHBIX OOJIBHBIX 00sI3aTebHO.
IIpobiema ¢dusnyeckoir peadMIMTAIMA — OCHOB-
Hast JJIsI OOJTbHBIX, TIEPEHECIINX XUPYPTUUECKYI0 KOp-
PEKIMIO BPOXIEHHOTO MOpOKa cepAla, Tak Kak Jaxe
MpY XOPOIIMX pe3yJibTaTaXx OINepalud y HUX MOTYT
BBISIBJIATHCST HeaJeKBaTHBbIE PeaklUM Ha (PU3NUYECKYIO
Harpy3ky. B To ke Bpems mHOTma BpayeOHBIE pPEKO-
MEHIAIUM YYACTKOBBIX MEeIUaTpOB OOJBIIMHCTBY OTIe-
PUPOBAHHBIX HEeTel TpemrycMaTpUBAOT HEOMpaBIaHHO
AU PeXUM, KOTOPBIM TPUBOAUT K DPa3BUTHUIO
CUHApOMA TUIIOAWHAMUM, a y TOAPOCTKOB CO3AETCS
elle U JAeNPECCUBHBINA (POH HACTPOECHUS C MTTOXOHAPU-
YEeCKUMU cCUMMTOMaMU. [T MHOTUX TIeINaTPOB U Kap-
JIUOJIOTOB caM (haKT oTepalli Ha Ceplle 9acToO CIYKUT
MOBOJIOM HEOOOCHOBAHHBIX OrpaHUYEHUN (PU3NIECKUX
Harpy3oK W Ha3Ha4YeHWUs WHBaIUIHOCTU. [loaTomy
MpY AUCITAHCEPHOM HAOMIOJeHUM BHUMAaHUE NETCKUX
KapAuoJIOTOB W MeIUaTpoOB JOJKHO OBITh HAIpaBIIEeHO
KaK Ha BOCCTaHOBJIeHHE (U3NUECKUX CUJI OOJIbHOTO,
TaK 1 Ha KOPPEKIINIO SMOIIMOHAIBHOTO COCTOSTHMSI. Bee
MEPOTIPUSATUS JOJIKHBI M30aBUTh MALIMEHTOB OT HEyBe-
PEHHOCTH B HNajbHEHIIel XW3HU, OT YyBCTBAa HEIOJ-
HolleHHOCTH. KoHeuHast 1Ieb  KapIMOJOTMYeCKOM
TMOMOIIIX GOJIBHOMY COCTOWUT HE TOJbKO B BBIKUBAHUU
W yIy4IIeHUN (PU3NIECKOTO cTaTyca, HO U B HETTpEMEH-
HOM YJIy4YIlIeHUUW KayecTBa Xu3Hu [12].

CoupanbHass HEIOCTATOYHOCTh y OOJBHBIX BO3-
HUKaeT B pe3ysibTaTe HapylIeHUs] TPYIOCITOCOOHOCTH
W OTpaXkaeT B3aMMOMIEICTBME W CTeTeHb alanTaiun
OOJILHOTO K YCJIOBMUSIM BHEIIIHEH Cpefbl, T.e. OHa Ipo-
SIBJISIETCS B CJIyvae, KOTIa YTO-TO TIPEISITCTBYET BBITTOJ -
HEHMIO TaK Ha3bIBaeMBIX (DYHKIINIT BBDKMBAHUS — OPU-
eHTaluu, (U3NIEeCKO He3aBUCUMOCTH, MOOMIIBHOCTH,
MOJy4eHusT oOpa3oBaHMs, TPODEeCCUOHATBHON IO~
TOTOBKM, 3KOHOMHWYECKON CaMOCTOSITEIbHOCTH, CITO-
COOHOCTM K MHTETpaliuyd B oO6miecTBO. OrpaHUdYeHUs
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SKU3HEIESITEIbHOCTU peOeHKa ¢ BPOKIACHHBIM TOPOKOM
cepllla U XapaKTep ero ColMajJbHON HEIOCTaTOYHOCTHU
OTpPEeNEeISIIOTCSI  CITIOCOOHOCTBIO K UrpaM, IOTpeOHO-
CTHIO B TIOMOIIY MPH JIMYHOM YXOJIe U CaMOOOCTyKBa-
HUW, UCITOJb30BAHUN BCTIOMOTATEIbHBIX TEXHUYECKUX
CPECTB MepenBKeHUs (TToTHAsE MJIK YaCTUYHAs yTpaTa
CIOCOOHOCTU  OCYIIECTBJISATH ~ CaMOOOCTYXMBaHUE,
CaMOCTOSITEIbHOE TIepelBUKEeHNE, OOIIeHWe, OpMEeH-
Taluo, KOHTPOJUPOBATh CBOE MOBeAeHUE, 00ydaThCs
WA 3aHUMAThCSl UTPOBOM JESATETbHOCTBIO B COOTBET-
CTBUM C BO3pacTHOI HOpMoii). OtipenesieHre KaTeropuu
U CTETICHW OTPaHUYEHUS KU3HEACATETbHOCTH, OTIpee-
JIeHWE peabuIuTallMOHHOTO TOTeHIIMala, a TakKe pea-
OMJIMTALIMOHHOTO TIPOTHO3a, M3YYEHME COLMAIbHOM
HEIOCTATOYHOCTH — BaXXKHbIE COCTABIISIIONINE U B yCTa-
HOBJICHUM WHBAJIMIHOCTH.

B peabwimuTtanuu  GONBHBIX, ONMEPUPOBAHHBIX
10 TIOBOJIY BPOXJIEHHOTO MOpOoKa cep/iiia, Bce Oobliiee
BHUMAaHWE YACNISIETCS TICUXOJOTMYECKUM AacCITeKTaM.
OTO0 00YCIOBIEHO HEPEAKUMHU CIydasiMd HapylIeHU
B TMCHUXUYECKON cdepe 3TUX OOJBHBIX U crelnubude-
CKUMU OTKJIOHEHUSMU, HACTYMAIOIUMU B TIOCIEOTe-
pPALIMOHHOM Tepuoje. XOTS YCIOBHST TeMOIWHAMUKH
rmocJjie orepauuy yJaydllarTcs, oOpallaeT BHUMaHUE
HU3KUI YpPOBEHb COIMAJIBHOW amanTaiuu OOJBHBIX.
YeMm paHblIe ObIa MIpOBeAcHaA oIlepalrsi, 0COOCHHO
MpU BPOXAECHHBIX TMOPOKAX Cepla, COMPOBOXIAI0-
IIUXCST BBIPAXKEHHOW TUIIOKCEMHUEN, TeM MeHee ObLIU
BbIpaXKeHBl HApYIICHWS B TICUXWUYECKOW cdepe maum-
eHToB. [lo-BUAMMOMY, 3TO CBSI3aHO C MeEHee Mpo-
JMOJDKUTENIbHBIM ~ BIUSTHUEM XPOHUYECKOW TUITOKCHU
Ha TOJIOBHOW MO3r pebeHKa. BHISIBIEHHBIE OTKIJIOHE-
HUS B Pa3BUTHU JIMYHOCTH IO W B OTAAJIEHHBIE CPOKU
rocJie orepaiuu TpeOyT MCUX0J0ro-MneaarornyeckKux
peabUIUTALIMOHHBIX ~ MEPOTPUATUIL, HaNpaBJICHHBIX
Ha KOPPEKIHNIO OTKJIOHEHUI B MO3HABATEILHOW U 9MO-
IIMOHAJbHO-BOJIEBOW c(epe, amanTtaiuio K HOpMallb-
HBIM YCJIOBUSIM YYeOHOM IeATeTbHOCTH, ONTUMU3ALINIO
00yJeHUs U BocmUTaHUs aeteit. Cpeayd HUX OCHOBHOE
MECTO IIOJDKHO OTBOAMTLCS OPTaHU3alMU CIelaib-
HOTO peXuMma oOydeHUsT onepupoBaHHBIX. [1pu MHIN-
BUIYATbHBIX 3aHSATUAX CJEOyeT YIEAATh TpeuMylle-
CTBEHHOE BHUMAaHWE pa3BUTUIO PeYeBBIX (DYHKIIWIL,
aGCTPaKTHO-JIOTMUYECKOTO  MBILIJICHHUSI, CTUMYJIUPO-
BaTh MHTEpPEC K YTCHUIO, TaK KaK UMEHHO 3TH CTOPOHBI
WHTEJJIEKTYaTbHOTO Pa3BUTHS Yy OOJBITMHCTBA OOJBHBIX
HenocTaTouHO copmupoBaHbl. Hepenku ciydau pas-
JIPaXKUTETbHOCTA, 3MOLMOHATBLHONW HEYCTONYMBOCTH,
TpeBOXHOCTU. BaxkHoe yciaoBue oOyuyeHMsST — aleK-
BaTHOE pa3BUTHE MOTHBOB YYeOHOI HesITeTbHOCTH.
MBI 3aMETHJIN, UTO Y OTAETbHBIX IETEW ¢ BPOKIEHHBIMU
MopoKaMu cepjlia HabJogaeTcs B TOW WIM UHOM cTe-
MEeHU CTPEMJIEHUE UCTIOIb30BaTh 00JIE3Hb KaK CPEACTBO
VKJIIOHEHUSI OT TPEIbsIBISIEMbIX TpeboBaHMil. Takum
oOpa3omMm, mcuxuyecKas peadMIMTalMs ITOJKHA OBITh
HEOThEMJIEMOI YacTbl0 CUCTEMBl BOCCTAHOBUTEIb-
HOTO Jie4eHUsI OOJbHBIX, OMEPUPOBAHHBIX IO TOBOIY

OBMEH OlbITOM

MOPOKOB Cepjlla, Ha CTallMOHAPHOM U aMOyJIaTOpPHOM
9Tanax M AOJDKHA BKIIIOYATh TMCHUXOTEparieBTUUYECKHUE
U JIe4eOHO-TIeJarOTUYeCKNe METO/Ibl BO3/ICHCTBUS.

OtaenbHOE MECTO 3aHUMAaeT peaduIvTalus NeTe,
He HYXIAIIIMXCS B HACTOSIIIEe BpeMsl B ONEpaTUBHOM
neuyeHun. Haumbonee TparmuHa cyan0a neteit, He HyX-
JAIOIIMXCS B OMEPaTUBHOM JICUEHUUM BBUIY CIIOKHOCTHU
MopoKa, a TakKxXe M3-3a KaTeropuyeckoro oTkaza poau-
TeJiel OT oTepaluy U HACTYIIJIEHUSI HEOOpaTUMBbIX U3Me-
HeHuit. OnHAKO OOJIbHBIE TAHHOW KaTEropyuu He TOJIHKO
He J[OJ/DKHBI BBIMAAaTh W3 TI0J 3pEeHUs TeauaTpoB
U IETCKUX KapAMOJI0ToB, HO U, HAlIPOTUB, TPeOOBATh UX
MOBBIIIIEHHOTO BHUMaHus. Peabunurtanuust Takux 0OJb-
HBIX MPEACTaBIsIET 3HAYUTEIbHYIO MEIMNKO-COIIMAIbHYIO
U MPaBOBYIO MPOOJIEMY.

Takum o00pa3oM, 3HaYMUTEJIbHBIE YCIEXW JET-
CKOW KapAuoJOTUM UM KapAUOXUPYPTUM, YBEJINYECHUE
B TIOCJIEIHME TOMbl YMCJIa KApAUOXUPYPTUIECKUX OTiepa-
I y IeTelt ¢ BpOXKIEHHOU MaToJIOTUEN cCepaedHO-COCYy-
JMUCTON CUCTEMBI, POCT MPOAOJIKUTEBHOCTU UX XU3HU
1 (hopMUpOBaHUE B3POCJION MOMYJISILIMU BJIeYET 3a OO0
HEOoOXOMMOCTh CO3MaHUsI CUCTEMBbl (DU3UYECKOM, TICH-
XOJIOTUYECKOW M COILIMAJIbHON peadbuauTaluy OOJbHBIX
9TOI KaTeropnu Ha BCeX ATarnax okazaHusi MeIUIIMHCKOM
TMOMOIIIY: CTAlIMOHAPHOM, CAHATOPHOM M TUCTITAHCEPHOM
C YY4ETOM OCHOBHBIX ITPUHIIMITOB peabuanuTauu (paHHee
HayvaJio, 3TalTHOCTh, KOMILJIEKCHOCTb, HEMpPEepPbIBHOCTb,
MPEeeMCTBEHHOCTh MeXay ¢azaMM, WHIWBUIYATU3aLIMSsT
MporpaMMbl peadWInTaluu, coueTaHue OOIero U cre-
LIMAJIbHOTO BO3MIEUCTBUSI, UCITOJb30BAHNE METOIOB KOH-
TPOJIst aIeKBaTHOCTU HArpy30K 1 3((eKTUBHOCTU peadu -
sutauun). s O0MbHBIX ¢ Pa3TUYHBIMU BPOXICHHBIMU
MOpOKaMM cepJlia JTOJKHBI pa3padaThiBaThCs Hay4yHO
00OCHOBaHHbBIE MMPOrpaMMbl peadWIMTaAlUU, WHIUBU-
MyaJTu3UpOBaHHbBIC, YYWUTHIBAIOIIME (DYHKIIMOHAJbHBIE
OCOOEHHOCTU OpraHu3Ma. DTU TPOrpaMMbl JTOJIKHbI
U3MEHSIThCS B 3aBUCUMOCTU OT BPEMEHMU, MPOILIEIIIEro
C MOMEHTa OINepaTMBHOTO BMEIATEbCTBA, MOCKOJIBbKY
(YHKIIMOHATBLHOE COCTOSIHME OOJIbHOTO BechMa AMHA-
MuyHOo. HeoOxomumo TpUHUMN WHIMBUIYaTU3aUN
nporpamMM (GU3UYECKON peaduauTaluu, BKJOYasi Tpe-
HUPOBKHU, PeaiM30BaTh B IMIOJJHOM O0OBEME C yUETOM TN~
TEeJbHOCTU 3a00JIeBaHNsI Y OOYCJIOBJICHHBIX 3TUM U3Me-
HEHMI B MUOKapje, CTEeMNeHU JIETOYHOW TMIePTEH3UMU,
CepleYHON HETOCTATOYHOCTH, HaJUUMs HEeoOpaTUMbIX
W3MEHEHU B APYTUX OpraHax M TKaHSIX, J1eTPEeHUPOBaH-
HocTU opraHusma. M3 atoro ciemyer, 4to pa3paboTKe
nporpamMM (U3MYECKON peaduInuTalluy TOJKHBI TIpe-
1IeCTBOBaTh TJyOOKWME HayYHble HWCCIeIOBaHUS TIPO-
1IECCOB aanTallii BCeX 3BEHBEB CEPIEYHO-COCYIMCTOM
CUCTEMBI K M3MEHMBIIMMCS B pe3yjbTaTe 3a00JieBaHUSI
ycioBusm (puc. 1).

Jns moCTUXKEeHUSI ONTUMAJIbHBIX Pe3yJIbTaTOB BOC-
CTAaHOBUTEJBHOTO JIEUeHUS] W peaduavTaluy TalueH-
TOB C BPOXJIEHHBIMU MOPOKAMM CEpJlia B OTAAIEHHOM
MocjaeonepaloHHOM Mnepuoae Haubosee GHU3NONIOTU-
YEeCKMM 3TarioM, CITOCOOCTBYIOIIMM YJIYUIIEHUIO TpO-
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WuauenayaneHble nporpaMMel peabunuTaumm B 3aBMCMMOCT OT BMAA CepAeYHO-

COCYAMCTON NaToONoOruM, ANTENbHOCTH 3a6oneBaHnA M AETPEHUPOBAHHOCTU OPraHW3Ma, CTeneHu
N v cragumn CH (B T.4. oT Buaa HPC, ot Tvna BMNC 1 ero reMoanHaMUKK, OT BPEMEHM,
. Npolueawero nocne KapaMoxupyprudeckoin koppekumn CC3, — Ans onepupoBaHHeIX 60MbHLIX)

dranbl MpuHUMALL Buapl
peabunurauun peabunurauum | peabunuraunm
{ ), *® cBoeBpeMeHHan AuarHocTuka do cbuanyeckas

* CTaLMOHAPHBbII
* cCaHaTOpHBbIN

saboneeaHunii cepaua, HaunHas A
C aHTeHaTarnbsHoro nepuoaa

* ncuxonoro-

. negarorudeckas
* AMCNAHCEPHbIA CBOEBpPEMEHHaRA Tepanua R
) (B T.4. pagukansHas koppekuus BIC, | cotmanbHas )
C—— PYA npwn HPC, umnnanTauna MBP) N—

® paHHee Ha4ano, HempepbIBHOCTL
1 3TanHoOCTh peabunuTauyun

® KOMMNMEKCHBIN NoAXoA,

npwu onpegeneHnn obbema v xapakrepa
HeoBXxoaUMbIX MeponpUATUIA

. * codeTaHue obLero W cneuyuansHoro
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| Ncnonb3oBaHKe METOA0B KOHTPONS aAeKBaTHOCTM Harpy30K
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Puc. 1. Dranbl, NPUHIMIBI M BUIBI PEAOUTHTALNH JI€TEi ¢ CepAeYHO-COCYAUCTHIMHA 32001eBAHUSIMH.
JIT' — aerounas runeprensusi; CH — cepaeynas HepocraTtounoctb; HPC — Hapymenus putma cepana; BIIC — BpoxkaeHHblii 10-
pok cepaua; CC3 — cepaeuno-cocyauctbie 3a0oseBannsi; PYA — paguouacrornas adnamus; UBP — umMmianTupyemblii BoauTelb

puT™a.

Fig. 1. Stages, principles and types of rehabilitation of children with cardiovascular diseases.

1IECCOB CEPIIEYHOIN NesaTeIbHOCTU, TMPU3HAH CaHaTop-
HBII 3Tall Ha M3BECTHBIX KJIMMATO-0aJbHEOJIOTHMYECKUX
nerckux Kypoptax YepHomopckoro mobepexnbs [3, 11].
Eme H.M. AMOCOB momuyepkuBaj, 4TO <«IIpUMEHEHUE
KypOPTHOTO 3Tara B COYeTaHUU C JO3UPOBAHHON (hU3M-
YEeCKOM Harpy3Koll Ha CBEXEM BO3IyXe W pPallMOHAJIb-
HOW TUETHI 1aeT XOPOIIUii peaduIuTallMOHHBIN 3(PdeKT
Ha 3aBepIlarIInuX dTanax...».

Opranuszanus B Kpeimy Beepoccniickoit 3mpaBHUIIBI
TPYASIIUXCs Obl1a periaMeHTUpoBaHa mpukasom Peo-
JmonmoHHoro kKomutera Kpeima Nel06 ot 14 mexabpst
1920 1., corylacHO KOTOPOMY BCe CaHATOPHbBIE M KYpPOPT-
HbIE TIOMEIIeHUsI, B TOM YMCJIe YaCTHbIE aud U TOCTU-
HUIIbI, OBLIA TIEpEaHbl B PACTIOPSIKEHUE «YTIpaBICHMUS
KPBIMCKHMX CaHATOPUEB M KypOPTOB» «B LIEJSX IPEIo-
craByieHUs 1ieJeOHbIX OoraTtcTB KpbiMa B moJib30BaHUE
TPYASIIUXCS pecyOoInKu» (puc. 2).

20 guBaps 1936 . CoBHapkoM PC®CP mpunsa
ITocranoBnenne «O caHAaTOPHO-KYpPOPTHOM TMOMOIIU
IeTsIM 1 00 OpraHM3alMu JAETCKOTO KypopTa», B KOTO-
pOM 3ammucaHo: «YTBEpAUTb MECTOM CTPOMTEILCTBA
HOBOTO JIETCKOTO 00pa3ioBoro Kypopra — EBnaToputo».
Jlo HacTosiero BpeMeH CaHaTOPHO-KYypOpTHasl pea-
ounnTanusg AeTeil ¢ KapAMOJOTMYECKOM ITaTOoJIOTHEl
B Pecnyonmuke KpbIM ocyliecTBiasiIach B CIEIYIOIINX
eBITATOPUNCKUX CAHATOPUSIX: PECIyOJIMKAHCKOM JIeT-
CKOM KJIMHMYecKoM caHaTtopuu «Yatika» um. ['ennio-
BUYEH, NIE€TCKOM KJIMHUUYECKOM CIelMaJIn3MpOBaHHOM

caHatopuu «bpurantuHa», 00IlIe00pa30BaATEIbHOM
CaHAaTOPHOW IIKOJie-WHTEpHATe KapAuOpPEeBMATOJIOTH -
yeckoro nmpoduis Ha 240 koek (r. EBnatopus). Cana-
TOpUi IJis AeTeil W nmeTedl ¢ pomurtensaMu «Yaitka»
uM. ['enuaoBuYell BKIIOYEH B peecTp JaypeaToB Bce-
poccuiickoro kKoHkypca «Jlyumme canatopun Poc-
cuiickoit ®enmepanuun-2022». Canatopuii «Yaiika»
obiamaeT YHUKAJbHBIM HMCTOYHMKOM TepMasbHOM
MUHepanbHO Bonabl. CaHaTOpUM OPUEHTHPOBAHBI
Ha KpyrJIOTOAWYHOE TIpeObiBaHKe aeTeii. OCHOBHBIMU
METOJaMU JIEUeHUST B CAHATOPUSX SBISIOTCS: KIUMa-
ToTepamnus (aspoTepanusi, TeJIruoTeparnus, TaxaccoTe-
panusi), OanbHeEOTepamnusi, rpsi3ejiedeHrue C HCIOJIb-
30BaHUEM WJIOBBIX CYJIbGUIHBIX Tpsizeit CaKcKOro
JleueGHOTO 03epa (Irps3eBbie aNTJINKALNT, JIeKTPOGhO-
pe3 ¢ TpsI3eBbIMU TpernapaTaMu), pa3TIudHble METOIbI
dusnoTepaneBTUYECKOTO JiedyeHus (dyekTpodopes
JIeyeOHBIX BEIIECTB, DJIEKTPOCOH, DJIEKTPOCOHODOpE3,
AMIITATTYJbCTEPATTUS U DJIEKTPOCTUMYJISILINS, BHICOKO-
YacTOTHAasl M YJAbTPAaBbICOKOYACTOTHASI Tepartus, Mar-
HUTOTEepanusi, jazeporepanus, ¢GoHobdopes U 1p.),
pedaexcorepanus, (GpuToTepanus, Maccax, JiedeOHas
GuskynbTypa, unmnotepanus u ap. JJo HacTosIero
BpeMEHU caHaTOpHasl peadMInTalus IeTeil ¢ TmaTojo-
TUeil cepIeyHO-COCYANCTON CUCTEMBI OCYIIECTBIISAIACH
COMTacHO TPOTOKOJaM. B To ke BpeMs IJiss GOJbHBIX
3TOI KaTeTOPUU JOJXKHBI pa3pabaThiBaThCSI MHINBUIY -
abHbIe HAYYHO 0O0CHOBAHHBIE MPOTPAMMBI pPeabuIN-
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Puc. 2. TIpuka3 Peso.nomuonnoro komutera Kpoima Ne 106 ot 14 nekaopsa 1920 rona.
Fig. 2. Order of the Revolutionary Committee of the Crimea No. 106 of December 14, 1920.

TaluM, YYUTHIBaIOIIKMe (hyHKIIMOHAIbHBIE OCOOCHHO-
CTH OpraHu3Ma. DTH MPOTPAMMBI TOJKHBI M3MEHSIThCST
C YYETOM IJIUTEITLHOCTU 3a00JIeBaHUSI U OOYCIIOBJICH-
HBIX 3TUM U3MEHEHU B MUOKap/e, CTETIEHU JIETOUHOM
TUTIEPTEH3UU, CEPACYHON HETOCTATOUHOCTH, HAJTUUMST
HEeOoOpaTUMBIX UI3BMEHEHUI B APYTUX OpraHax v TKaHsX,
JNeTPEHUPOBAHHOCTH OpraHU3Ma, a TakKe B 3aBUCUMO-
CTH OT BPEMEHHM, MPOIIECAIIETO ¢ MOMEHTA OMepaTuB-
HOTO BMeEIIATEJbCTBA, TMOCKOJbKY (HYHKIIMOHAIbHOE
COCTOsIHUE OOJBHOTO BeCchbMa JUHAMHWYHO. MBI TIpea-
JlaraeM aJTOPUTM peabUIUTAIINU JeTel ¢ ceplaeaHO-
COCYIUCTBIMU 3abojieBaHUusIMHU (puc. 3).

3aknioyeHue

ITpoGneMbl  03M0pOBJIEHUST AETEei, POIMBIIUXCS
C BPOXIEHHBIMU MMOPOKAMHU CEPALIA, HA PAa3INYHbIX ITa-
nax peaOWJINTAllMM CBONSITCS K HEOOXOIMMOCTH pea-
JIU3alMM OOIMX TIPUHIIMIIOB, & UMEHHO: CBOEBPEMEH-
HOW ITMarHOCTUKE TMOpoKa, HauMHasi ¢ aHTeHATaJbHOTO
nepuoaa, CBOEBpeMEHHON paauKalbHOI €ro KOppeKIUu,
a TakkKe K HeMpepbIBHOCTU U 3TAITHOCTU peaduInTalM-
OHHBIX MEPONPUSTUI, KOMITJIEKCHOMY Y WHIVWBUAYaJIb-
HOMY TIOAXOMy TPM OMpeaeeHun oObeMa M XapakTepa
HEOoOXOIMMBIX MEpONpusTUii. B CBSI3U C U3JI0XEHHBIM
Mbl CUMTaeM, 4TO TIpW JajibHelIeil pa3paboTKe U pea-
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Cyxapesa I.5. HoBble TiepCIIeKTHBBI Pa3BUTHsI CAHATOPHOTO 3Tarla KapIMOJIOrMYECKOil peabIuTalliK AeTei Ha eBIIATOPUICKOM KypopTe

1. PaHHAa guarHoctika CC3 (B 1. 4. BMNC), aucnancepHoe
Habnioaexne)

P
no MHAHMBMAYansHo# NporpaMMe
3.Npwm 6 ™M — €| P

2. AucnaHcepHoe Hab. pup [ X

e

<—m

OETCKAA
NOJTMKNTMHUKA

JETCKWIA KAPAVONOMMHECKWIA CTALIMOHAP /

JHEBHOM CTALIMOHAP

[m]

1. Koppeky 03HOi
Tepanuu

2. Pacwmp Asura Ll
E.

TpeHHpYOLW el HarpysKu)
3. Necuxonoruyeckan peabunuTayma

[m]

=
O 1. MeankaMeHTOZHAR
C r
2. CaHayMA o4aroe XpoHHYecKoi
HHpeKUMH
3. Npod THKa
OCNOMHEHHH
4. NcknioveHHe reHeTHYecKoH
naronorv4
]
=

5. MNcuxonornyeckan peabunurayms

Npodunbubiit CAHATOPUIA unu
caHaTopHas WKoNa-WHTepHaT

KAPAUOXUPYPIUYECKUIA

LEHTP

g

Mop6op 1Ay 0B
CaHaTOPHO-KYPOPTHOr 0 NEHEHHA € YHETOM
OCHOBHBIX MPHHLUMMOE W BHAOB
peabunuTaunH

PaHHAA aKTHBaLWA 6onbHbIX (Ha 1-2 cyTrn)
W Nepesof No MecTy XUTenbcTBa (Ha 5-7 cyTiu)

Puc. 3. Anroput™ peadmIMTAIIMHI JeTeil ¢ 32a00J1eBAHUSME CePAEYHO-COCYAUCTON CHCTEMBI.
CC3 — cepneuno-cocynuctbie 3a0onesanusi; BIIC — BpoxaeHHbIii MOPOK cepaia.
Fig. 3. Algorithm of rehabilitation of children with diseases of the cardiovascular system.

JIN3ALMU MEPOTPUSITUIA B COOTBeTCTBUU ¢ «[lepeuHem
nopydeHuii Ilpesunenta PP 1o wurtoraMm 3acemaHus
Koopnunanmonnoro cosera nipu Ilpesunente Poccuii-
ckoit Menepaunu no peanuszauny HaimoHanbHOM cTpa-
Teruu AercTBUi B MHTepecax aeteit Ha 2012—2017 roapi»
ot 31 mapra 2017 r. HeoOxonumo co3iath B Pecriybnuke
KpbiM nerckuii peabuanuTalluOHHBIN LIEHTP, B TOM YUCTIe
IIJIS1 AeTel C maToJIorueld cepeuHO-COCYAUCTOM CUCTEMBI
W TSI IeTel, OTepUPOBAHHBIX Ha CEpIIIe.

20 nrons 2022 r. Ipencenatens CoBeta Menepanuu

P® BanentnHa MaTBUEHKO OOBSIBMJIA O Hayajie CTPO-
utenbctBa MenepaabHOrO IETCKOTO peadVIMTallMOH-
Horo 1eHTpa B ropoae Esmatopuu. HoBblit peabunm-
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20 auBaps, B [lenp Pecnyomku KpbiM, cocTosiioch BpyueHue
I'ocynapcrBennoii npemun Pecnyomku Kpbiv nodeauresisiv B 12 HoMMHAIASIX

Onna u3 20 naypearoB ['ocynapcrBeHHo# npemun Pecniyonuku KpbsiM, ripodeccop Kadenpsl meamatpum ¢ Kyp-
COM JIeTCKMX WH(EKIMOHHBLIX Ooyie3Heil 2-To MeaumuHcKoro (akynbreta MHCTUTYTA «MemummHcKas akameMus
nMm. C.U. T'eopruesckoro» MenepajbHOTO rOCy1apCTBEHHOIO aBTOHOMHOTO 00pa30BaTeILHOIO YUPEKIEHUS BBICILIETO
obpazoBanus «KpbIMCKUiT (hemepanbHbIii yHUBepcuTeT MMeHn B. M. BepHamckoro», TOKTOp MEIWIIMHCKUX Hayk,
CyxapeBa [N'anuna DpukoBHa Oblj1a yI0CTOGHA TPEMUN B HOMMHAIIUU «3JIpaBOOXpaHEHUE, KypOPThI» 32 MOHOTpaduio
«JIlmarHocTuKa 1 JjedyeHre BPOXKIACHHOW U HACTEICTBEHHOM MTaTOJIOTMH CEPAEYHO-COCYANUCTON CUCTEMBI Y IeTEl».

MoHorpadus ornybaukoBaHa uzaatesnbectBoM CrienJIut (Cankr-IletepOypr) B 2021 rony. M3nanue ripenHa3zHaueHO
JUISL CTYIEHTOB MEAVIIMHCKUX BY30B, OOYyUJalOIIUXCsS 1O AUCIUIUITMHAM «ITporeneBTKa AeTCKUX 6ojie3Hei», «Dakyib-
TETCKasl U TOCTIMTAIbHAs TIeauaTpus», «JIeTcKast KapanOoJIOoTHsl», Bpayeli-MHTEPHOB, KITMHIUYECKUX OPAMHATOPOB, TIena-
TPOB, IETCKMUX KapIHOJIOTOB, TeParieBTOB, KAPINOJIOTOB, CIIELIMATIMCTOB OOIIIei TPaKTUKN — CeMEHON MEeIUIINHEI.

IMogpoonast magopmanms — Ha caiite 'ocynapcTBeHHoro coseta Pecriyonmmku KpbeiMm.

Ilozdpasasem Taruny pukosny — unsena pedakuyuoHHO20 Co8ema Hauleeo
JICYPHAAA C 3ACAYICEHHOU HA2PAoll U JHceaaem KPenkozo 300po8osi
u danvHeluux ycnexoe 6 npogpeccuu!

POCCUVICKVI BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2023; 68:(1)
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