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MNEPEJOBAS

COBpeMeHHble IHIAOCKOIMNYECKHE BO3MO2KHOCTH B ne;mannqecxoﬁ IPAaKTHKE
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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 NEMATPHYECKOI NPAKTHKE H AKTyaJIbHbIe BONPOCHI
JIETCKOIi raCTPOIHTEPOJIOTHH C IPUMEHEHHEM HOBBIX HI0CKOMMYECKUX 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 NMPOTOKOJOB MO Haubojiee pacnpocTpaHeHHbIM HO30J10rnueckum gopmam;
MOYEPKHYTA POJIb MPABHJILHOI M KAYeCTBEHHOM SHI0CKONMUYECKOii 1 aTOMOPGOIOrHYecKOii MHTEPIPETAIMH MOJYYEHHBIX JAHHBIX
Ui BepUUKAIMMA TMATHO32 P 3200JIeBAHUSX JKeJTyJ0YHO-KUIIEYHOTO TPAKTAa.

Karoueevie caosa: 3HO0CICOHM}1, demu, oone3Hu OopeaHoe nuujeeapeHus, duaenocmu/ca, HOBble MexHoN02UU 8 IHOOCKONUU U 2acmposH-
mepoaocuu.

Ans untuposanms: KowwypHukosa A.C., 3axaposa U.H., OcmaHoB U.M., CkopoborartoBa E.B., EnugaHoBa E.VN. CoBpeMeHHbIe 3HA0CKOoNu4e-
CKVEeBO3MOXHOCTUBIIeAnaTpmuyYeckornpaktvke. PocsectHnepuHaronnneanatrp2023;68:(1):5—-10.D0I: 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 HacTosillee BpeMsl cTaja HeoTbeMJie-
MOW 4YacThlO0 KIIMHUYECKOW IeauaTpyuy W TIpUMeE-
HseTca noBceMecTHO. [IpMHIMIMAIBLHO HOBBIA MOIXOI
K IWarHOCTHKE, a UMEHHO BU3yaJibHasl OlLIeHKa M3MEHe-
HUiI BHYTPEHHUX OPraHOB C JJaOOpPaTOPHBIM U MOpP(dO-
JIOTUYECKMM H3yYeHUEeM OMOJIOrMYeCKOTo Martepuaa,
MOJIYYEHHOTO TPU DHIOCKOIMWM, OTKPHLIBaeT OOJIbIINE
MEPCIEKTUBEl B paciindpoBKe pPaHHUX W TOKJIUHM-
YeCKMX CTamuii pa3IMyHBIX 3a00JIeBaHWi, YJIydIIaeT
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pe3yiabTathl JeyeHus. Illupokoe mcronmb3oBaHWe SHIO-
CKONMMM B TIeAUATPUM CTaJO BO3MOXHBIM B Hayajye
1960-x romoB, KOrJa Ha OCHOBE JOCTIKEHWI HaydHO-
TEXHUYECKOTO TIporpecca ObUTM CKOHCTPYMPOBAHBI pa3-
JIMYHBIE TUTTBI JIETCKUX DHIOCKOIOB, KOTOPbIE OTBEYAIN
TpeOOBaHUSIM, TPEIBIBISIEMBIM K WHCTPYMEHTAIBHBIM
BMellIaTeIbCTBaM y AeTeir. HeolleHMMBbII BKJIam B pa3-
BUTHE W COBEPIICHCTBOBaHUE JETCKOM SHIOCKOIUK
BHECJIM yYeHbIe Y BpauyM OTEUECTBEHHON M 3apyOesXKHOI
MeauaTpuu, KOTOPhIe YCTIEIITHO pa3pabaThiBaIv U peaiu-
30BBIBAJIM BOIIPOCHI METOIWYECKOTO XapaKTepa, MO3BO-
JIUBIIME OOOCHOBAaTh MPOBeACHUWE WHCTPYMEHTAJIbHBIX
WCCIIeIOBaHUI Ha OpraHax IbIXaHWS W THIIeBapeHUs
y nereii [1, 2].

JuarHocTudeckas v JiedeOHast SHIOCKOMUS B TIeIH-
aTpuu SIBJISETCS HEOTheMJIEMOW YacThbio KIMHUYECKOM
MPaKTUKU JIIOOOTO CTalMoHapa. DHIOCKOIMS TPeno-
CTaBJISIET BPauy-KIMHULKCTY OOJBIINE BO3MOXHOCTU
NUATHOCTUKYU W JIeYeHUsI pa3HOOOpa3HbIX 3a00JieBaHUit
SKEJTyIOYHO-KUIIIEYHOTO TPaKTa ¥ TPaxXeoOpOHXUATBHOTO
nepeBa. DHIOCKOMUS CETOMHSIIHET0 BPEMEHU — 3TO
COBpeMEHHBIE BHMICOTEXHOJOTUM C YBEIMYECHHUEM M30-
opaxenuss B 150—160 pa3, BO3MOXHOCTb COBMEILIEHUS
B OIHOM aIlfapare 3HIOCKOMNYECKOTO U YJIBTPa3ByKO-
BOTO METOIa, 3TO Pa3HOOOpa3Hbie BCIIOMOTATeTbHBIE
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METOAWKU IJIT YTOUHEHMS JIOKAJM3allMu TaToJIoruye-
CKOTO oyvara (XpOMOHIOCKOTIMSI, Y3KOCIeKTpaabHasl
9HIOCKOMUsI), 3TO BO3MOXHOCTb B3SITUSI Marepuaia
NI TUCTOJIOTMYECKOTO M IIMTOJIOTMYECKOTO aHaJIn3a,
9TO, HAKOHEIl, COBPEMEHHbIC TEXHOJIOTUM JIeUeHUS paH-
Hero paka. B meamaTpuyeckoil MpakTHKe Ha XapakTep
U 00BbEM BHIOCKOIMMYECKUX BMEIIATEIbCTB HaKJIaIbl-
BaeT OMNpeaeJeHHBI OTIneyaToK M CBOeoOpasue MaTo-
JIOTMW BHYTPEHHUX OPTaHOB B JETCKOM BO3pacTe: yallie,
YeM Y B3pOCJIbIX, BCTPEUYAIOTCSI BCEBO3MOXHBIE PECITH-
paTopHble HapylIeHUs, CUHAPOMBI «OCTPOIrO >KMBOTa»,
«CPBITMBAaHUS U PBOTHI», O0YCIOBJIEHHBIE BPOKICHHBIMU
1 TIPUOOPETEHHBIMU IIaTOJIOTMYECKUMM W3MEHEHUSIMU
B BEPXHMX M HWXHUX AbIXaTE€JIbHBIX ITyTIX, OpraHax
nuiieBapeHus.  biaromapsi TocTUXXEeHUSIM MeTOoauyve-
CcKOro ruiaHa cdepa MPUMEHEHUs SHIOCKOINHWU 3HAuM-
TEJIbHO paclIMpuiiach. 3aJ0XXEHHbBI B OCHOBY 3HIIOCKO-
MUYECKOTO MCCIIeIOBaHUS Y JIeTeil MPUHIIUMIT BBICOKOM
pe3yJabTaTUBHOCTH, aTpaBMAaTUYHOCTU U 0OE30MacHOCTU
crienay BOBMOXHBIM TOSIBJIEHME Ha PBIHKE 3HIOCKOIH-
YecKoro o00pyIoBaHMsI, C TTOMOIIILIO KOTOPOTO B HACTO-
siee BpeMsl BBITIOTHSIETCST SHIIOCKOIIUS Y AeTelt J1I000ro
BO3pacTa, BKJII0Yasi HOBOPOXKIEHHbBIX, TIPU CaAMBbIX TsIXKe-
JIBIX COCTOSTHUSIX.

C yyeTroM YyBeJWYEHUSI TaCTPOIHTEPOJOTMUECKOM
MaTOJIOTUM y IeTell pa3HOro Bo3pacTta Ha 0a3e [erckoit
TOPOICKON KIIMHWYECKO OonbHUILI M. 3.A. banse-
BOi1 coBMecTHO ¢ Kadenpoit nequarpumn um. I.H. Cne-
paHckoro Poccuiickoii MEAMIIMHCKOM akaaeMUu Herpe-
PBIBHOTO TMpoGhecCUOHATBHOTO 00pa30BaHUs CO3MaHBI
LEHTPBI KOMIIETEHIINHY, TAKME KaK: LIeJIMaKNIAHBINA LIEHTP,
LIEHTP HapylleHUs] oOMeHa JIMTIUIOB, LEHTP BOCIAJIN-
TEJbHBIX 3a00JIeBaHUI KUIIIEUHUKA (SI3BEHHBIM KOJUT
u 6one3Hb KpoHa), 1IeHTp JeTCKON ajuieproaepMarosio-
My, UEHTP 303MHOMUIBHOTO TIOpaXKEHUS XKeJTyI0UHO-
KUIIIEYHOTO TpakTa. JlaHHbIe HO30J0TUYECKME HarlpaB-
JIeHUsI TpeOyIOT KOMaHIHOUN U MPeeMCTBEHHOW pabOoThl,
KOTOpast yCIEITHO OCYIIECTBIISIETCSI MEXK1Y OTIEIEHUSIMU
racCTPOHTEPOJIOTUHN, TIeAUATPUM, XUPYPTUHM, SHIOCKO-
MUY, TaTOMOPMOJOTUU, aHeCTe3noNoTu. EXenHeBHO
B OOJIbHUIIE TIPOBOMSITCS IIKOJIbI KITUHUYECKOTO MBIIILIE-
HUs, TAe pa30uparoTcsl acreKThl MeAuaTpruu 1Mo pa3ind-
HBIM HO30JIOTHUSIM, YTO AAeT BO3MOXHOCTb COBEpIIEH-
CTBOBaTb CBOM 3HAHUSI, @ TAKKE MTPOBOIUTH KOHCUJIMYMBbI
CO CHeuUaIuCTaMU JPYTUX KIMHUK TPU OOCYXKIECHUU
TSIKEJIBIX TTallMeHTOB.

DHIOCKONMYECKOe OTIEeJIeHUe OTHOCUTCS K Mapa-
KJIMHUYECKUM CITy>kK0aM OOJIbHUIIbI, KOTOPOE TpeHa3Ha-
YeHO Il 00C/ieoBaHMs MAllMeHTOB Ha CTAallMOHAPHOM
aTare NMarHoCTUYECKOTo u jedyedbHoro mpouecca. [Tapk
SHIOCKOoNMYeckKoro obopymoBanus otaeneHus II'Kb
M. 3.A. banuisieBoil mnpenactaBieH COBPEeMEHHBIMU
SHIOCKOMNAMM 3KCIepTHOro kKiacca ¢upMbel Olympus,
Fujifilm, Pentax, Erbe mis paznnmaHoro Bo3pacra meTeid,
YTO TTO3BOJISIET BBIMIOJHSITh UCCIIENOBAHMS JaXKe Y CaMBbIX
MaJIeHbKIX MalMeHTOB. Buneosnnockonuyeckue
CHCTEMBbI PacCpelOTOYEHBI IO OTACICHUSIM OOJBHULIBI

NEPELOBAS

C BO3MOXHOCTBIO OKa3aHUWs SKCTPEHHOW W TITAaHOBOW
TTOMOIIIM JIeTIM 0e3 3ameprKeK: OoTAeJeHue WHTEHCUBHOM
Tepanuu U peaHuMmanmu Nel, No2, peaHMMallMM HOBO-
POKIEHHBIX, OTTePALIMOHHBIN O6JIOK, KAOWHET SHA0CKOTTUT
B MHMEKIIMOHHOM KOpIyce, SHIOCKOIMMYECKOe OTIelie-
Hue. JlaHHOe pacrpelesieHre SHI0CKOITMYECKOTo 000py-
JOBaHUST TTO3BOJISIET CBOEBPEMEHHO 1 TTPO(eCCUOHATTEHO
OKa3bIBaTh SKCTPEHHYIO MOMOIIb JETSIM B KpaTdaiflive
CPOKM OT MOMEHTa TTOCTYIUICHUsI peOeHKa B OOJIBHMILY.
OrtneneHnre oKa3bIBaeT HEOOXOMUMYIO TUarHOCTUYECKYIO,
JIEUeOHYIO U CTIeIMAIbHYIO0 XUPYPTUIECKYIO, SKCTPEHHYIO
SHIOCKOIMYECKYI0 TIOMOIIb KPYIJIOCYTOYHO, JIIOO0OMY
peGeHKyY 1 JII0OOTO BO3pacTa, HaXOMSIIEMYCsT Ha CTallv-
oHapHoM JsieyeHuu B otneneHusx JI'Kb um. 3.A. bam-
JIIEBOM, TP HAJUYMKM COOTBETCTBYIOIIMX TTOKA3aHMIA.
BenyiM HarpaBIeHUEM OTIEIEHHS SIBISIETCS TACTPOIH-
TepOJIOTMUeCcKast TaTOJIOTHUST Y IETe.

Crienuuka SHIOCKONMM Yy pebeHKa omnpeness-
eTcsT  aHATOMO-(U3MOJOTUYECKMMU  OCOOEHHOCTSIMU
OpraHoB JbIXaHUd W mwuiieBapeHus. CyllecTBeHHBIE
pasnauuusl B3pOCIOrO U pebeHKa, CO3/[A0IIMe Cepbe3-
Hble TIPOOJIEMBI TPU MHCTPYMEHTAJBbHBIX BMeEIIaTe b~
CTBaX, — 9TO MaJjible pa3Mepbl MCCIEAYEMBIX OpPTaHOB.
Oco0EHHOCTH HEPBHO-TICUXUUYECKOU cdepbl (IMOLMO-
HaJIbHast HeyCTOMYMBOCTb, JIETKasi BO30YIUMOCTb, HeTa-
TUBHOE OTHOIIIEHWE K MEIMIIUHCKUM MaHUITYJISIIUSM)
CO31AI0T JOTOJHUTEIbHBIE TPYIHOCTH, KOTOpPBIE pella-
J0TCS C TIOMOIIBIO TTPUMEHEHUSI aHECTE3UOJIOTHYECKOTO
MOCOOUST TIPU DHIOCKOMUYECKUX MAaHUITYJISIUAX. AHe-
CTe3Wsl TPU JOUATHOCTMUECKUX MCCIIEIOBAHUAX CO3-
JIAeT ONMTUMAJbHBIEC YCIIOBUS JUIST BBHITIONIHEHUS 3amad
MpeArojiaraeMoro  BMeIlaTebCTBa,  SBJsIETCS  0e3-
OIaCHOI, yIpaBiIsieMOli, oOecrieunBaeT 0Oe300JIe3HEH-
HOCTb MaHUMYJISLMI U HE OTATOIIAeT COCTOSTHIE OOJTb-
HOTO TIOCJIe OKOHYaHUs WccaemoBaHus. Bo3aMoXHOCTH
COBPEMEHHOM aHeCTe3WOJIOTUM TTO3BOJISTIOT  M30paTh
HauOosiee ymoOHBIA M Oe3omacHbIi Bua 00e300/1MBa-
HUST TIpU TIPOBENEHUU Pa3TMYHBIX SHIOCKOMUYECKUX
npouenyp. Beidbop o0e3001mMBaHUS 3aBUCHUT OT Xapak-
Tepa U TIPOJAOJIKUTENIBHOCTH WCCIEIOBAHUS, COCTOSI-
HUST U Bo3pacTa OojibHOTO. [I1s1 TIpOBedeHUsS] HapKo3a
MPUMEHSTIOT amnmapaTypy, COOTBETCTBYIOUIYIO (hU3UO-
JIOTUYECKUM 0COOEHHOCTSIM JIETCKOTO OpTaHU3Ma.

3a TocieTHre TOIbl TUarHOCTUYECKIE BO3MOXKHOCTH
SHIOCKOMUY B BepU(UKALIMU TUArHo3a y JeTeil Tpu-
ommkaroress K 100% 3a cueT HamuuuMs 0OOPYIOBaHUS
SKCIIEPTHOTO Kjlacca ¢ BO3MOXHOCTBIO HUMPOBOI Xpo-
MOCKOTIMM WM PaCIIUPEeHMsT TTOKa3aHU K BHITTOJHEHUIO
OUOTICUM M3 CIM3UCTONW OOOJIOUKHU KEJTyTOYHO-KHUIIey-
Horo TpakTa. CoBpeMeHHBbIe BUACOIHIOCKOIBI HalOT
SIPKOe KOHTPAaCTHOE M300pakeHHWe C YETKOW IIBETOIle-
penaveil 3a CYeT HaJIMYMSI alroputMa 1ndpoBoit oopa-
OOTKM CHUTHAJa; 3TU SHIOCKOIBI MMEIOT YTOJI 3peHUS
no 110° (puc.1).

CTOUT OTMETUTH BKJam U(PPOBOI XPOMOCKOTUU
B JMAarHOCTUKY 3a00JieBaHWI XeTyIOUYHO-KUIIEUHOTO
TpakTa y aeteit. [ludpoBast XpOMOCKOIHST — 3TO U3MEHe-
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Komypﬁulcosa A.C. u coagm. COBpeMEHHbIE SHIOCKOMUYECKKME BO3MOXHOCTHU B TEAMaTPUUYECKOI MPAKTUKE

Puc. 1. CruzucTas 000709Ka xkeayaka. (Yroa o63opa 110°).
Fig. 1. Gastric mucosa. (Viewing angle 110°).

HHUE OKpPACKU, KOHTPACTUPOBaHUE COCYIMCTOTO PUCYHKA
U ycujeHue penbeda CIU3UCTON OOOJOYKM 3a CYET
OCBEIIEHNUS €€ CBETOBBIM TYYKOM C Y3KUM CITEKTpasIb-
HbeIM auana3oHoM (cuctema NBI) unu undpopoit oopa-
OGOTKU M YIIy4lIEHUS U300pakeHNs B peaTbHOM BpeMeHU
(cuctemnl FICE, i-SCAN). B pexume 1udpoBoit Xxpo-
MOCKOTIMM Ha SHIOCKOITMYECKOM OOOPYIOBAHUM IKC-
MEePTHOTO Kjlacca Yy Bpavya 3HIOCKOIKMCTA TOSIBIISIETCS
BO3MOXHOCTb 00JIee YeTKO BU3YaTM3UPOBATh MATOJIOT-
YeCKU M3MEHEHHYIO CITU3KMCTYIO 000J0YKY U TIPULIETHLHO
BBITIOJIHUTH OUoOTIcUio (puc.2).

Ilo HammMm maHHBIM, 203UHOMUIBHBIN 330(haruT
B HACTOSIIIIee BpeMsl MMeeT TEHIACHLIMIO K YBEJIUYCHUIO
3a00JIeBaEMOCTH CpellM JETCKOTO HaceJeHMsI, OCTaBa-
SICb TIPU 3TOM HEIOOLIEHEHHON mpobieMoii. Y nerei
paHHETO W MIIAJIIETO BO3pacTa SHIOCKOIMMYEcKas Kap-
TUHA 203MHO(PUILHOTO 330(aruta HETHITWYHAS, Yalle
€ro 9HAOCKONMUYECKUE TPOSIBICHUSI MWHUMAaIbHEIE.
CBOeBpeMEHHOE BBISBIEHUE 303MHOMWIBHOTO 330(a-
rMTa W Ha3HAaYeHHOE JIeYeHUE MOXKET TMPeIOTBPaTUTh
Takre OCJIOXHEHUs, KaK pYOLIOBBI CTEHO3 TIHIIE-
Boma. DHIOCKOMUYECKYIO JIMArHOCTUKY S03WHOMUIIb-
HOTrO 330(arvTta cjeayeT MPOBOAUTL Y BCeX TMallMeH-
TOB C ractpoasodareaybHON pedIOKCHONH 00Je3HbI0
b0 siBIeHus MU aucdarun u aucnericu. CTOUT TToM-
HUTb O TOM, YTO 303WHOMUILHBINA 330(haruT MOXKET
OBbITh HE CBSI3aH C OTATOIIEHHBIM aJlJleproaHaMHE30M.
Ipn mpoBeneHUN SHAOCKOMUYECKOTO WCCIEIOBAHUS
BEPXHUX OTIEJIOB KeJyIOYHO-KHUIIIEYHOTO TpaKTa HeoO-
XOIWUMO BBITIOJTHITH MHOXXECTBEHHYIO OMOTICUIO U3 BCEX
OTIEJIOB C TIOCJEAYIOIIMM W IaToMOP(OJIOTHUECKIM
HCClieIOBaHNEM OMOJIOTMYECKOTO MaTepHalia ¢ IeJblo
BepuduUKalMy 1uarHosa.

DHIOCKONMMYECKUI METOA ¢ TpUMEHEHUeM Iud-
pOBOIl  XpPOMOCKOTIMU TIpU TUArHOCTUKE OIyXOJeit
(0COOEHHO 3JI0KaYeCTBEHHBIX) TMO3BOJISIET OINMPEIeTUTh
cTaguio Tpoliecca, pa3Mep OIyXOJu, JIOKaJIU3alluio,
COCTOSTHME OKPYXKAIOIIMX TKAHe#, YTO UTpaeT UCKITI0IM-
TEJTHbHO BaXXHYIO POJIb IUTSI Pa3pabOTKU TAaKTUKH JIEYEHUSI
oonbHOTO (puc 3.). IlpuMeHeHue UMOPOBOIT XpOMO-
CKOMUHU y AeTeil ¢ Momgo3peHneM Ha nuiieBon bapperra
MO3BOJIIET YETKO BU3YaIM3UPOBATh OYark MeTarIa3upo-
BaHHOTO 3MUTENUS TUieBoaa (puc.4).

Puc. 2. DHOCKONNYECKOE N300paKeHHe B 0EJIOM CBETe W pe-
Kumve 1MGpoBoi XPOMOCKONUM HA NpuMepe 303UHO(PUILHOTO
330(harura: a — ocMOTp B 0€JIOM CBeTe — CJAM3UCTAsA PO30Basi,
CKY/IHO CJIM3MCTBIii ceKpeT; 0 — 0CMOTp ¢ NpUMeHeHneM Hud-
POBOIi XpPOMOCKONUM — $oJiee BbIPAXKEHHDIIi 9KCCYIAT MO CTEH-
KaM M IPO/10JIbHbIE OOPO3/bl, YTO COOTBETCTBYET SHIOCKONMYE-
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 H300paKeHHe aJeHOMATO3HOro 00-
Pa30BaHMs MUIEBO/IA.

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

C y4yeTOM HaWACHHBIX MATOJIOTMYECKUX U3MEHE-
HUI Ha CIU3UCTON 000J0UYKE KeJyTOYHO-KUIIEeY-
HOTO TpaKTa BBIMOJHSIETCSI MHOXECTBEHHasi OMOTCUs
U3 BCEX OCMOTPEHHBIX OTAEJOB B Ovarax BOCHaJIEHUs
U U3 HOPMAJIbHOM CJIM3UCTOM C 1IeJIbI0 MOATBEPKACHUS
SHIOCKOMUYECKOr0 JUarHo3a, a TakKxXe Ui HCKIIo-
YEeHMUs] MMKPOM3MEHEHUI B MHCClelyeMOM OuorTare.
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[MonyuyeHHble OMOTICUITHBIE 00pa3libl TKAHU TTOMEIIAI0T
B 10%-HbIiI pacTBOp (opMaauHa U OTHPABISIOTCS
B TATOJIOTOAHATOMMYECKOE OTHEICHUE IIJIS TTPOBEACHMUS
MPVXXU3HEHHOTO TaTOJI0T0aHaTOMUYECKOTO MCCIeI0Ba-
Hus. M3roToBieHne MukporipenapaToB OCyIIECTBISIETCS
Ha COBPEMEHHOM aBTOMAaTU3UPOBAHHOM O0OpPYyIOBa-
HUU C UCITOJB30BAHUEM PYTMHHBIX U JOMOJHUTEIbHBIX
TMCTOXMMUYECKNX OKpacok. [IpocmoTrp Mmukporiperna-
paToB  OCYIIECTBJISIIOT  BBICOKOKBaJTU(UIMPOBAHHBIE
BpauyM-I1aTOJOTOAHATOMBl Ha MMKPOCKOIMAaX 3KCIepT-
Horo kiacca. MccinenoBanue mpoBoaUTCS B KpaTyaiiime
cpoku, 2—5 nHel (B 3aBUCUMOCTHU OT CJIOKHOCTU U 00b-
eMa uccienoBaHHOro matepuana). st Bepudukanum
503MHOMUIBLHOTO TIOPaXKEHUST XKeJIyI0UHO-KUIIIEYHOTO
TpakTa BpayM-IaTOJOTOAHATOMBI TIPUMEHSIIOT BU3Y-
aJIBHBINA TIOJICUET KIIETOK-203MHOMUIIOB IIJisI 6ojiee TOY-
HOIl BepudUKAUUU 303MHOMWIBHONW WHQUIBTPALIUU.
[TaTomopdonornuyeckoe TOATBEPXKIEHUE SHIOCKOTMM-

Puc. 4. Ucnonb3opanue nuppoBoii XpOMOCKONUH y pedeHKA
14 ner ¢ mumeBonom Bapperra. YeTko Busyanusupyercsi MeTa-
TJIA3MPOBAHHBII SMHUTEJIMIl MUIIEBO/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 YJIbTPA3BYKOBOE CKAHHPOBAHHE Y IEBOY

NEPELOBAS

YeCKOro JMarHo3a Mo3BoJisIeT BpayaM TracTpO3HTEPOJIO-
ram ObICTPO, TOUEYHO M MPaBUJIbHO HA3HAYMTh JICUECHHE
U MIPEAOTBPATUTD OTHAJIEHHBIE TMTOCIEICTBUS U OCITOXHE-
HUSsI, KOTOPBIE MOTYT OBITh TP HECBOEBPEMEHHOI THar-
HOCTHKE 3a00JIeBaHUI KXeTyTOYHO-KUIIIEYHOTO TpaKTa
y nereit. B annockonuueckom otaeneHun KD nm. 3.A.
BanuisieBoit TpoBOISITCS MCCIIETOBAHUS BEPXHUX U HUK-
HUX OTIEJIOB XEJIYIOYHO-KUIIEYHOTO TpaKTa, a TaKXke
BHEIPEHBI HOBBIE COBPEMEHHBIE SHIOCKOITMYECKUE qra-
THOCTHYECKUE U JiedueOHbIE METOINKH.

JInarHocTVKa M JiedeHue 3a00JIeBaHMIl MaHKpeaTo-
OUIMApHON 30HBI Y AETEl B HACTOSIIIEE BPEMST SIBJISIETCST
aKTyajJbHOW TipoOjeMoii. B TmocnenHee necsituietve
B COBpPEMEHHYIO TEeAMaTPUI0 BHEIPEHbI ITMArHOCTUYE-
CKUe W JIeYeOHbIe SHAOCKOMMYECKIE METOIbI Ha KeTd-
HBIX TIPOTOKAX y NeTell ¢ MpUMEHEHUEM pPeTpOoTpamHOi
XOJIaHTHOITaHKpeaTorpadnu, a TakKKe SHIOCKOIMUYe-
CKOTO YJIBLTPa3BYKOBOIO cKaHMpoBaHMsS [3, 4]. DHuo-
CKOIMMYECKOE YJIbTPa3BYKOBOE CKaHWPOBaHWE — YHU-
KaJIbHBIA METOI SHIOCKOIMMYECKON TUarHOCTUKH, B XOJIe
KOTOPOTO TIPOU3BOIUTCST BHYTPUTIPOCBETHOE YIbTPA3BY-
KOBOE CKaHMPOBAaHUE CTEHOK M3y4aeMOTro OpraHa Keiy-
JOYHO-KUIIIEUHOTO TPaKTa, a TaKKe MPUJIeKAIINX K HUM
aHAaTOMWYECKUX CTPYKTyp M TKaHeit [5]. MccremoBanue
BBITIOJTHSAETCSI C TIOMOIIBIO CIEUATbHOTO 3X03HIIO-
cKoIa, Ha KOHIIE KOTOPOTO UMeeTCsl He TOJIbKO ONTHYE-
CKUIA IpuOOp, HO U MUHHMATIOPHBIN YIBTPa3BYKOBOI 1aT-
YUK. DHIOCKOMMYECKOE YIbTPa3ByKOBOE CKAaHUPOBAHUE
MO3BOJISIET TUATHOCTUPOBAThL TATOJIOTUIO TTAHKPeaToou-
JINAPHOM 30HBI, OMPEAETUTh XapaKTep U pacIioioKeHre
MOACITU3UCTBIX 00pPa30BaHMUIT  XETyIOUHO-KUIIIEUHOTO
TpakTa y JeTell M PEIInuTh BOMPOC 00 KOHCEPBATUBHOM
WJIM OTIepaTUBHOM JiedeHUU (puc. 5).

HeonleHumMa posiib  BHMIEOKAIICYJIbHOW  3HIOCKO-
MU B MEeIUaTpUU, KOTopas MPUMEHSIETCS B OTIEIeHUN
y JeTeil ¢ TOMO3peHMEM Ha BOCIAJIUTENbHBIE 3abore-
BaHUs KUIIEYHUKA W DO03WHOMUIBLHBIM TOpaXkKeHUEeM

Ku 13 Jer ¢ MOA03PEHUEM HA MEJIKUE KOHKPEMEHTHI B K€/ TY€BbI-

BOSIIIAX MYTSAX: 2 — H300paxkKeHne, NOIyyaeMoe MPH IHAOCKONMUIECKOM YIbTPA3BYKOBOM CKAHMPOBAHNM; 0 — PadoTa SHIOCKONH-

4eCcKoii 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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Kowrypnuxosa A.C. u coaem

. COBpeMEHHbBIE SHIOCKOMUYECKHUE BOSMOKHOCTH B MEMATPUUECKON MPAKTUKE

Puc. 6. DumocKonMIecKoe U300paKeHne KamncyJIbHOTO MCCJIe0BaHusL: a — 00Jie3Hb BaibamMana — JuM(paHrHIKTA3WH TOHKOM KHUIIKHM;

0 — 203nHOGNIBHOE OPAKeHHEe TOHKOM 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.

KETyTOYHO-KUIIIEUHOTO TpakTa [6]. 3a 2 Toma mpoBeaeHO
21 uccrnenoBaHue, U3 HUX Y 5 IeTeil BBISIBIIEHBI 3PO3UU
U SI3BbI TOHKOW KWIIKM M JTWAarHOCTMpPOBaHa 00Je3Hb
Kpona, B nByx ciyuasix BbISIBIEHO pefKoe 3a0ojieBaHUE
Oosie3Hb BanmbnmaHa (MHOXECTBEHHbIE JIMM(paHTUIKTA-
3UM TOHKOM KUIIKK), B TPEX CIyYasX BBISBIECHO 303WMHO-
(uabHOE MopaXkeHNe TOHKOTO KUIIeYHUKa (puc. 6).

lactpocToMusi ¢ BUACOIHTOCKOTTMUECKUMU TEXHO-
JIOTUSIMUA — XUPYpryavecKas oriepanusi, 3aKIodatonascs
B CO3/IJaHUM MCKYCCTBEHHOTO BXOZa B IMOJIOCTb KeayaKa
yepes MepenHIon OPIOIIHYI0 CTEHKY ¢ BUIEOIHI0CKOIH -
YeCcKMM acCUCTMPOBaHUEM BO BpeMs omepauuu. ['acTpo-
CTOMa HYyXHa JIJIT KOPMJICHMSI WM BBEIECHUS JIEKapCTB
HETOCPEICTBEHHO Yepe3 OTBepCTHEe (CTOMY) B OpIOIITHOM
CTEHKE MPSIMO B XeJIyIoK [7, 8].

JlmarHocTueckass U JjiedeOHasT  OPOHXOCKOITHS
y neTeil J100ro BO3pacTa COTPYAHUKAMU OTAEJIEHUS
BBITIOJIHSIETCS TIPU MOJ03PEHNM HAa MHOPOIHOE TeJIO Tpa-
XeoOpOHXMAJIBLHOTO JIepeBa, a TakxKe MpU HeoOXOAUMO-
ctu caHalmu. Hanuuue yabTpaTOHKHX 9HIOCKOTIOB 9KC-
MEePTHOTO KJIacca MO3BOJISIET BBITTOJTHUTH OPOHXOCKOITUIO
pebeHKy OT meproaa HOBOPOXIAEHHOCTH 1 110 18 neT.

CTOUT OTMETUTH OCOOEHHOCTU SKCTPEHHON M CpOdU-
HOM 2HIOCKOMMYECKOI IMOMOIIU Yy AeTeil. B akcTpeHHOM
MOPSIIKE BBITIOJHSIETCSI 9HIOCKOMUYECKOE UCCIIe0BaHNE
MpU TIOAO3PEHNN Ha KPOBOTEUECHUE KETYIOYHO-KHUIIIeU-
HOTo TpakTa, MHOpoaHble Teyna. Camble yacThie Ciydau
oOpallleHuii — 3TO TPOIJIOYeHHbIE WHOPOIHbIC Teja
IIeTbMU pa3JIMYHOTO Bo3pacta OoT 4 MmecsieB a0 18 er.
JleT ¢ TPOTJIOYeHHBIMU WHOPOIHBIMU TeJaMU TOCITH-
TaTU3UPYIOTCSI 4acTo, OCOOEHHO B BeuyepHee, HOYHOE
BpeMsI, a TakKe B TIPa3MHUYHBIE W BBIXOTHBIE THU, UTO,
BO3MOXHO, CBSI3aHO C OTCYTCTBMEM JOJIKHOTO KOHTPOJISI
ponutensiMu. JIeTn TporiaTbiBalOT BCEBO3ZMOXKHBIE OBITO-
BBIE MPEIMEThl U MeJIKWE UTPYIIKUA, KOTOPhIE MX OKPY-
katoT. CaMmble OmacHble WHOPOIHbBIC Teja: OaTapeirku
Ppa3IMYHOTO arMaMeTpa (JeKTPOJUT OaTapeliku BbI3bIBAET

OXOT CJIM3UCTOM M 3aTeM Tiepdopaliio opraHa U KpoBo-
TeYeHHWe), MarHUTHbIe IAapUKKU (BBI3BIBAIOT KUILIECYHYIO
HEMpPOXOANMOCTb U Tepdopalnio CTeHOK KUIIEYHUKA),
OCTphle (MTOJIKU, TBO3IM, (PparMeHTHl OT OPEKETOB, TPO-
BOJIOKA), TUApoOreaneBbie mapuku (pazoyxator B 10 pas
B KHUILIEYHWKE, BbI3bIBAasi HEMPOXOAMMOCTb) W T.. [9].
B sHmockommueckoM OTHEIeHUH CO3MaH My3eil MHOPOJ-
HBIX TIPEMETOB, TTPOTJIOUEHHBIN TEThMU, TIe YKa3aH BO3-
pacT MmarreHTa ¥ IPOorIoueHHOEe MHOPOIHOE TeJIO.

BaxXHBIM MOMEHTOM B OHIOCKOMWYECKOW TIpaK-
TUKE SIBJISIETCS OMUIEMMOJIOTHYeCKass ©0e30MmacHOCThb
MPU HECTEPUITLHBIX SHIOCKOIMMYECKIX BMEIIaTeIbCTBAX.
B oTneneHun B MOEYHO-AE3MHOEKIIMOHHOM ITOMeIe-
HUW OCYIIECTBISIETCS Ne3MHMEKIINST BBLICOKOTO YPOBHS
TMOKMX DHIOCKOIIOB MEXaHU3MPOBAHHBIM CIIOCOOOM
¥ C IPUMEHEHNEM COBPEMEHHBIX MOCYHO-Ie3NHMEKIIN-
OHHBIX MaIlINH.

3aknovyeHue

Takum o00pa3oM, COBpeMEHHOE MaTepHalbHO-TeX-
HUYECKOEe OCHAIleHWe HIEeTCKUX OO0JIbHUIL MOCKOB-
CKOTO 3IpaBOOXpPAaHEHUSI SHIOCKOIMUYECKON TEXHUKOM
MO3BOJISIET CTPEMUTEIHLHO Pa3BUBATh DHIOCKOITMYECKHE
TEXHOJIOTUM B TEIMATPUYECKON NpPaKTUKE HE TOJBKO
C IMarHOCTUYECKOI, HO M ¢ JiedeOHoI meabto. Hamm-
Yre 3HIOCKOIMMYECKOTO 000pyI0BaHUS B HEOOXOIUMOM
KOJIMYECTBE TIO3BOJISIET OKa3bIBaTh OINMEPATUBHO JKC-
TPEHHYIO MEIUILIMHCKYIO TTOMOIIb, a TaKKe TMOBBIIIATh
JMOCTYITHOCTh JIJISI TUTAHOBBIX TALIMEHTOB, B TOM YHCJIE
JUIST  OKa3aHUS BBICOKOTEXHOJIOTMYHONM MEIULIMHCKOMN
nomouiy. Ilpy 3TOM MIaBHBIM HPUHIUIIOM SIBJISIETCS
MEXIUCIUTUIMHAPHBIA MOAX0A U 00ecrieyeHre BO3MOXK-
HOCTHU JIeYeOHO-IMArHOCTUIECKOTO TTPUMEHEHUsT DHII0-
CKOITMYECKOTO OOOpYIOBaHUS Ha YPOBHE pPa3IUIHBIX
MoApa3neJeHN KIMHUKU (SHIOCKOIMMYECKOTO, OTaesIe-
HUI peaHMMalK, MH(HEKIIMOHHOTO KOpITyca, oTieparu-
OHHOTO 0JIOKA).
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OB3O0PbI JINTEPATYPbI

Kmnuko-narogusnoaornyeckne aceKThbl HApylieHuss 0OMeHAa BObI M HATPHS
Y HOBOPOKI€HHBIX U HEBPOJIOTHYECKHE OCI0XKHEHHS

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

®re0yY BO «AcTpaxaHCckuii 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 JMTEPATYpPbl PACCMOTPEHbI NATO(U3NOIOTHYECKHE 0COOEHHOCTH 00MEHA BOJbI M HATPHS Y HOBOPOXK-
neHHbIX. OCHOBHbIE MEXAHM3Mbl, PETYJHPYIOIHe BOJHO-IJIEKTPOJUTHBIN 0ANAHC Y HOBOPOXKIEHHBIX, HEJOCTATOYHO H3YYEHbI.
O0beM M COCTAB BHEKJIETOYHOM JKHIKOCTH 00ecreyuBaloTcsi (yHKIMOHAIBHOW AKTUBHOCTBIO NMOYEK MO/ KOHTPOJIEM HeipO3H/I0-
KPUHHO# cucTtemMbl. OCHOBHAS POJIb B PETYJIMPOBAHMM MOYKAMH 3KCKPELMH BOJbI NMPUHAMJIEKUT AHTHANYPETHIECKOMY FOPMOHY.
O0beM BHYTPHKJIETOYHOMH JKUIAKOCTH PETYJHPYETCS NMACCHBHBIM TPAHCIOPTOM BOJABI C YYACTHEM AKBANOPUHOB. JIaOMIbHOCTD
BO/IHO-3JIEKTPOJIMTHOTO 00OMEHA Y HOBOPOXKIEHHBIX MOXKET CONPOBOKAATHCA TUNoOHaTpUeMueii. JIsi pa3iMyHbIX NaTOJOrHYECKHX
COCTOSIHUI1 B HEOHATAJILHOM NEPHO/Ie XapaKTePHbI ONpe/ie/IeHHbIe BUIbI TUNIOHATPHeMUH. KoppeKkuus runoHaTpueMun J0JDKHA NPo-
BOIMTBHCS € Y4eTOM ee MaTou3H0J0rHyeckoro Buaa. ['mnoHaTpueMus — pacnpocTpaHeHHOE OCJIOKHEHHe, KOTOpoe acCOIMHpY-
€TCH C TSDKEJIbIM MOPazKeHHeM I'0JI0BHOTO MO3ra Y HOBOPOXKIeHHbIX. [ MIoHaTPUeMusi CiocoOCTBYET NOBPEKIEHHIO F'OJJOBHOTO MO3ra
KakK camocTosTe bHbIi (hakTop. MccaenoBanne mokasarelieii BOAHO-3JIEKTPOJUTHOTO 0AJaHCA B HEOHATAJIBHOM MEpUOIE MMeeT
BaXKHOE MPOTHOCTHYECKOE 3HAYEHHE /LISl PAHHETO BbISIBJIEHUS MOPAXKEeHHs IIEHTPAJIbHOI HEPBHO# CHCTEMBI.

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

Ansa untuposauns: Tapacosa 3.I., KupunodeB O.K., Carutosa I.P., Yepkacos H.C. KnuHuko-narogpuanonornyeckme acrektsl HapyLle-
HUsi 0BMeHa BOAbI N HaTpusl Y HOBOPOXAEHHBIX M HEBPOJIOrNYECKUE OC/I0XHEHWsl. Poc BeCcTH nepuHaton w 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
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@yHKHI/IOHaanaﬂ AKTUBHOCTD >KMBOW KJIETKU 4eJIO-
BEYECKOTO0 OpraHu3Ma 3aBUCUT OT (U3UOJOrnYe-
CKOW COXpaHHOCTU BOJHO-3JIEKTPOJIUTHOTO OasiaHca.
BonHO-3/1eKTpOUMTHBIE HapyllleHUsI Haubojee 4YacTo
BCTPEYAIOTCSl Y HOBOPOXAEHHBIX JETell C KpUTHUYe-
CKHMMM COCTOSIHUSIMU U aCCOLIMMPYIOTCSI C YBEJIMYEHUEM
sneranbHOCTH [1, 2]. HapyiieHue ypoBHSI HATpUSI B CHIBO-
POTKE KPOBU B3aMMOCBSI3aHO C AUCHYHKIIMEH 1IeHTpab-
Hoii HepBHOI cuctembl (LIHC) paznuuHoil creneHu

BeipakeHHocTH [3]. 1o pesynbraram paHee MpOBEnEH-
HOTO HaMH WCCEIOBAHUS BBISIBJIEHO, YTO TUITOHATPU-
eMUI0 B HEOHATAJIbHOM TepUoJe MOXHO paccMaTpuBaTh
Kak MpeIuKTOp (hOPMUPOBAHUSI IETCKOTO LIepeOpaTbHOTO
napanuya [4]. [TocnencTBust 31eKTPOJUTHBIX HAPYILIEHUI
B BUJIE HEBPOJIOTMYECKUX OCITIOXKHEHUI MOTYT OBITh 0Opa-
TUMBIMU, €CJIM X CKOPPEKTUPOBATh Ha paHHEW CTaIuM.
Wzyuenue ocobeHHOCTEN TATO(U3MOIOTUYECKUX MeXa-
HU3MOB BOIHO-3JIEKTPOJUTHBIX HApYIIEHUI TPU Tepu-
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HaranbHbIX nopaxkeHusix LIHC cocraBisier akTyanbHYIO
MpooJieMy COBpEMEHHON MeIUIIMHBI. PaccMoTpeHne 3Trx
BOIPOCOB HEOOXOAMMO ISl OOecrieueHusl aaeKBaTHOM
Teparnuu nayeHTaM JeTCKOro Bo3pacTa.

Oco0eHHOCTH PeryJisiiil 0OMeHAa HATPHS M BOJIbI Y HOBO-
poxaeHHbIx. Pu3nosornyeckass HOpMa YPOBHS HaTpUs
B KpoBu cocrtapisger 1405 mMMonb/n. B kiamHuveckoi
MpaKTHKe TUTTO- VI TUTIEpHATPUEMUEN CUUTAETCS COIep-
>xanue Hatpus (Na*) 3a mpenenamu 130—150 mmonb/n [5].
O06beM, cocTaB, KOHIIEHTpAIWsI BHEKJIETOUHOM JKUIKOCTH
obecreunBaroTcs (hYHKIIMOHATBHOM aKTMBHOCTBIO BBIIE-
JIUTEJTBHBIX OPTAaHOB MO KOHTPOJIEM HENPOIHIOKPUHHOMN
cucteMbl. OObeM BHYTPUKIETOYHOM KUIKOCTH PETYIU-
pyeTcsl TaCCUBHBIM TPAHCIIOPTOM BOJIBI Uepe3 KIETOUHYIO
MeMOpaHy TOCPeICTBOM OocMOTHYecKux cui. [Ipu TpaHc-
LIEJUTIOJISIPHOM TIepEHOCE BOJIA MPOXOAUT Yepe3 JTBOMHOM
CJION NUMUAOB WX 4Yepe3 aKBaropuHbI (aquaporins —
AQP). B moukax oHU 3KCMpeccUpoBaHbl Ha OIpenesieH-
HBIX yJacTKax cooupareabHoi Tpyooukn: AQP2 — B anm-
KanbHO# yacTn MeMOpanbl; AQP3 1 AQP4 — B cTpykType
GasosnarepajibHO MeMOpaHbl OCHOBHBIX KJIETOK [6].
OTCyTCTBUE TTOUYEYHBIX aKBAITOPUHOB MPUBOIUT K Hapy-
IIEHWI0 KOHIEHTpAllUM MOYM ToYKaMu. [l ToJoB-
Horo Mmosra crietimduiaeH AQP4, KOTopbIil JTOKaIM30BaH
B KJIETKaxX SIMEHAUMBI U MeMOpaHax acTPOINIMM Ha Tpa-
HUIIE KPOBb—MO3T, MO3T—CITMHHOMO3TOBast JKUIKOCTh [7].
OcCHOBHasI POJib B PEryJIMPOBAaHUM SKCKPELUU TTOUYKaAMU
CBOOOMHOI BOIBI TIPUHAIEKUT AHTUANYPETUIECCKOMY
ropMmoHy. [ToBBIIIIEHNE OCMOJISTBHOCTY TUTa3Mbl W/VITH
3HAYUTEJIbHOE yMEHbIIeHUe o0beMa LMPKYIUPYIOIei
KPOBU, M3MEHEHME apTepUalbHOTO JaBJICHUS CTUMYJIU-
PYIOT CEKPELINIO aHTUINYPETUIECKOTO TOPMOHA, KOTOPBIiA
ocymiecTBiIsIeT aBa addeKra: Ba30KOHCTPUKIINIO U pead-
COpOIMIO BONBI W3 JWCTATBHBIX M3BUTBHIX KaHAJIbLIEB
HedpoHa 1 cobupaTebHBIX Tpyoouek [8, 9]. DTo cBOETO
pona 3allMTHO-TIPUCTIOCOOUTENIbHASI peakiiusi, HarpaB-
JIeHHasl Ha TIpedOoTBpallleHre KPUTHYECKUX He(UIINTOB
o0beMa IMPKYJINPYIOLIEl KpOBM M 00beMa BHEKJIETOU-
Hoii xxunkoctu [10]. PeabcopOrimst Boabl 3aMbIKaeT METITIO
00paTHOI CBSI3W W TIPUBOIUT K YMEHBIIIEHUIO CEKPEIINU
AHTUANYPETUYECKOTO TOPMOHA.

AHTUINYPETUYECKUI TOPMOH CEKpeTUpyeTcs Tipe-
MMYIIECTBEHHO B CYMPAONTHYECKOM M TapaBeHTPUKY-
JIIPHOM $Ipax ruriotajamyca. B usnonornueckux ycio-
BUSIX COIEPXKaHMe TOPMOHA B CBIBOPOTKE KPOBU 3aBUCHUT
OT OCMOJISITLHOCTH TUIa3MbI M PETYJIMPYETCS OCMOpeLeT-
TopaMu. B HOpMe OCMOJISTBHOCTH CHIBOPOTKM HAXOIUTCS
B Iuara3oHe 276—295 mMocMmoib/Kr. OcTaeTcss OTKPBITHIM
BOIPOC 00 OHTOTEHEe3¢ OCMOPELENTOPOB, B YAaCTHOCTH,
HE YCTaHOBJICHO, SIBJISIETCSI JIM YYBCTBUTEJbHOCTb OCMOpPE-
LIENITOPOB IOCTATOYHO 3peJioit Mpu poxkneHuu. OCHOBHBIM
MOHOM BHEKJIETOUHOI >XMakocTu ciayxkuT Na*. Bmecre
C TJIIOKO301 M MOYEBMHOMN OH OIpPEeNsieT €€ OCMOJISITb-
HOCTb. AKTHUBAIIMSI OCMOPEIIENITOPOB HACTYMAET MPU BHY-
TPUKJIETOYHON TUMEpPTUapaTallii, COIPOBOXAAIOIIEHCS
TTOBBIIIIEHNEM BHYTPUKJIETOYHON KOHIeHTpauuu Na*
WM TIPU BHEKJIETOYHOW JerujapaTaiin, COTPOBOXKIAI0-

OBb30Pbl JINTEPATYPbI

IIEeHcsT TOBBIIIEHNEM KOHIIEHTpallud aHTuoTeH3nHa 1
B KaIlWIISIPHOM CEeTH TUIoTajlaMyca. YBeJndeHre oobeMa
BHYTPUCOCYIUCTON KUAKOCTU CTUMYJIUPYET Tepudepu-
YecKre BOJIIOMOPELIETITOPBI, YTO BJIEUeT 3a CO0OM MmoaaB-
JIECHUE CeKpelMnu aHTUAuypeThudeckoro ropmona [11].
I'emoamHamMuyeckure pelenTopbl B OCHOBHOM pacriojio-
JKeHbI B 0apOopelenTOPHBIX KJIeTKax Tpencepanii, Kapo-
TUIHOTO CUHYyca U aopThl. [lpym ymeHbllleHUM oObema
LIUMPKYJMPYIOIIEH KPOBU OCMO- U GapopelenTopbl (hyHK-
LIMOHUPYIOT MHTETPUPOBAHO. Y CTaHOBJIEHO, YTO Yy TalM-
€HTOB C TUIIOBOJIEMUEN W TUIIOHATpUEMME He YMEHb-
11aeTcsl BHIOPOC aHTUAMYPETUYECKOTO TOPMOHA B OTBET
Ha CHMXEHUE OCMOJISUTbHOCTM Tiiasmbl [12]. Cekperust
AHTUANYPETUYECKOTO TOPMOHA MPUBOAUT K YMEHBIIIEHUIO
KJTyOOUKOBO# yIbTpapUIbTpallui, YBEJIMYEHUIO pead-
COpOLIY HATPHST, MOYEBUHBI B COOMPATETBHBIX TPYOOUKax
KOPKOBOTO BEIIECTBA U TOJICTOM BOCXOMSIIIEH YaCTH TIETIN
I'eHne, cMHTE3y MPOCTAMTAHAMHOB B MHTEPCTUIINATBHBIX
KJIeTKaXx MO3TOBOTO BelllecTBa IMOYKU. BomoHernpoHwuiia-
€MOCTb KJIETOK COOMpAaTeIbHbIX TPYOOUYEK 3a CUeT IHIO0-
1IMTO3a BE3WKYyJ, coaepxammx AQP2, cHmxaercst mocie
npekpanieHus BbIOpoca aHTUIMYPETUYECKOTO TOpMOHA
[12, 13]. Huskast ckopocTh KIyOOUYKOBOWI (bUIBTpAIIUU
U HEe3peJIOCTh TYOYJISIPHOTO arrapaTa CliocoOCTBYIOT yBe-
JIMYEHUIO CTETIEHU 3JIEKTPOJUTHBIX HApYIIEHUI B HEOHA-
TasbHOM Tiepuozne [14]. [ToyeuHbIit KpOBOTOK M CKOPOCTh
KJTyOOUYKOBOI (DMJIBTpALIUM PETYIMPYIOTCS HECKOJIbKUMU
Ba30aKTUBHBIMU areHTaMuW W TOpMOHaMHu. B ycroBusx
apTepuaJIbHOM TUMOTEH3MM WM TIpy mortepe Na* Kitro-
YeBYI0 pOJIb B 00ECMEeUeHUN TTOYKAMM BOIHO-3JIEKTPO-
JIMTHOTO TOMEOCTa3a BBHITIOJIHSIET PEHWH-aHTUOTEH3WH-
aJIbIOCTEPOHOBasl cucTema. B pesynbrare axkTuMBaluu
CHCTEeMbI TIPOUCXOIUT 3amepkka Na*, BOIbI, 3KCKpPEeIUsI
C MOYOW KaJiusi, TIOBBIIIEHUE apTepUaIbHOTO JIaBJICHUSI.
IMoueunbie morepu Na' cTUMyIMpYIOTCS HATPUITYpeTH-
yecknuMM mentuaamu (natriuretic peptides — NP), mpo-
crarjlaHIMHaMU, KMHUHAMU, OKCUAOM a30Ta M alpeHO-
Meny/utmHOM [6]. Cpeny HaTpUitypeTMUECKHUX TENTHIOB
OBbLIM BBIIEJICHBI CIeayIolIe OCHOBHBIE TUTIBI: A (ANP),
B (BNP), C (CNP) u yponunatun [15]. Tlocne poxnie-
Hus yBenuuuBaercss cekpeuusi ANP u BNP, nocruras
MKa Ha 1—2-e CYyTKY XXU3HU, 3aTeM CHIKAETCS, JOCTUTAST
miato yepe3 1—2 Hen [16]. [TpenmyliiecTBEHHO OHU CEKpe-
TUPYIOTCS TKAHSIMU CEPIEYHO-COCYAUCTONM CHCTEMBI,
TOJJOBHOTO MO3Ta M TOYEK B OTBET Ha pacCTSIKEHME CTe-
HOK M JIpyrve NMpu4YuHbIL. HatpuitypeTndeckue MenTHIbI
WHTUOMPYIOT ~ BBICBOOOX/IEHUE  aHTUINYPETUIECKOTO
TOPMOHA, WUTPAIOT BaXKHYIO POJIb B PETYJSALUU (DYHKIUN
TUTOTAJIaMO-TUTTO(U3apHO-HAATTOUEYHUKOBOM CHCTEMBI,
OKa3bIBAIOT JUYPETUIECKUIA, HATPUINYPETUIECKUIA, Ba30-
MUJATUPYIOIINI W TUTIOTEH3UBHBIN 3¢ dekTbr [15—18].
ITpu pazsnMYHBIX MATOJOTMYECKUX TTpolleccax JJisi HeOHa-
TaJIBHOTO Tieproaa 6oJiee XapakKTepHo npeobiaganne Na'*-
¥ BOIO3aJIEPXKUBAIOIINX MEXaHU3MOB.

Buapl runonarpuemun. Boinensiior cieayroiime Kiac-
CHYECKUe BUILI TUTTOHATPUEMUN: TUIIEPBOJIEMHUUYECKasT,
9yBOJIeMUYECcKasi, TUITOBoJieMuYecKas. [ uroBosieMuye-
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Tapacoea 3.I. u coasm. KIMHUKO-TIaTO(DU3MONIOTMYECKHE aCTIEKThl HapylLIeHNsI 0OMEHa BOJbI M HATPHsl Y HOBOPOXKIAEHHBIX M HEBPOJIOTMYECKUE OCTOXHEHMSI

cKasl TUITIOHATPUEMMST Pa3BUBAETCS BCJIEICTBUE H30bI-
TOYHOW TIOT€pM HATPUSI W BOJBI TMOYKAMU: MCIIOJb-
30BaHUWE MOYETOHHBIX JIEKAPCTBEHHBIX MperapaToB,
MUWHEPaJIOKOPTUKOUIHAsST HENOCTaTOYHOCTb, CUHAPOM
epeOpaibHOil moTepu conu (cerebral salt-wasting syn-
drome — CSWS), Hedpomnarusi, OCMOTUYECKUI THY-
pe3 — WJIM B pe3yJibTaTe BHEMOYEUHBIX MOTepb HATPUS
U Bonbl (pBOTA, IUapesi, yreuka XUAKOCTU B TPEThe TTPO-
CTPaHCTBO). DyBojeMUUYECcKasi TUTTOHATPUEMUST HAOJIO-
NaeTcsl TPU CUHIPOME HEaJeKBAaTHON (M30bITOYHOMN)
CeKpellMd aHTUINYPETUYeCKOro ropMoHa (syndrome
of inappropriate secretion of antidiuretic hormone —
SIADH), mIOKOKOPTUKOMIHOW  HEIOCTaTOYHOCTH,
TUTIOTUPEO3e, CTpecce, TPUMEHEHUN Pa3IMYHbIX HAPKO-
TUYECKUX U TCUXOTPONHBIX cpencts [12, 19]. 'unepso-
JieMu4ecKasi TUIIOHAaTpUeMusl BCTpedaeTcsl Tpy LIMppo3e
MeYyeHn, CepAeuHOl HeIOCTaTOUHOCTH, HE(DPOTUUECKOM
CUHAPOME, OCTPOU MM XPOHUUYECKOU IMOYEYHON Hea0-
CTaTOYHOCTH, W30BITOYHONW WH(QY3MOHHOW Teparnuu
[20, 21]. KnuandecKuit OIBIT ITOKa3bIBAET, UTO B psiie
c/lydyaeB TUITIOHATPUEMMSI MOXKET HOCHUTh CMEIIaHHBIN
xapaktep [22]. B HeoHaraibHOI NpaKTHUKE YCIOBHO,
B 3aBUCHMOCTH OT BpEMEHU BO3HMKHOBEHMS, TMITOHA-
TPUEMUM MOAPA3IEIISIOT HA «paHHUE» U «ITO3THUE» [5].

Hapymenuss ypoBHS HaTpusi B KPOBM U HEBPOJIOTHYE-
ckue ocyiokHeHnsi. CHukeHre ypoBHSI Na™ B ChIBOPOTKeE
KPOBHU YacTO BO3HUKAET y MAIIMEHTOB C YePeITHO-MO3T0-
BOIl TpaBMOI, cyOapaxHOUAAIbHBIM KPOBOUBJIUSHUEM,
MEHUHTUTOM, MOCJIe pe3eKIIMU HOBOOOpa30BaHUIA TUIIO-
du3a [23—25]. B cBoro ouepenb TMITOHATPUEMMS CIIO-
COOCTBYET TIOBPEXIEHUIO TOJOBHOTO MO3ra KakK camo-
crosatenbHbIt  (akTop. [lpum rTUNOHaTpuemMum Boma
MO0 OCMOTUYECKOMY TPaJMeHTy TepeMeliaeTcsi U3 BHe-
KJIETOYHOTO TIPOCTPAHCTBA B KJIETKMU T'OJIOBHOTO MO3ra,
BBI3bIBasi OTEK KJIETOK, OCJIOXXHEHUSIMU KOTOPOTO MOTYT
OBITH TUCITOKAIUS MO3TOBBIX CTPYKTYpP, BHYTpUYepEITHAasT
TUTIEPTEH3USI C HapyllIeHUEM liepedpaibHOrO KPOBOTOKA.
B HeBposiornyeckom craTyce y TaKMX MallMeHTOB MOTYT
HaOJTI0IaThCsl CYA0POTH M KOMAaTO3HOE COCTOsTHUE [26].

CrerneHb BBIPAXKEHHOCTH CUMITOMOB TOPaXKEHUS
IIHC 3aBucuT OT CKOpOCTM CHUXXEHUs ypoBHs1 Na*
B ChIBOpPOTKe KpoBU. Eciu runmoHarpuemust pa3BruBaeTCsl
B TeUYeHUE HECKOJbKWX IHEH WIM Helesb, OHa MOXET
OBbITH OECCUMITTOMHON B pe3yJibTaTe amanTalliu KJIETOK
rojioBHOTo Mo3ra. [Ipu mocTerneHHOM CHUKEHUN YPOBHSI
Na* B CbIBOPOTKE KpPOBU pa3BUBaeTCsl (DEHOMEH «pery-
JISTOPHOTO YMEHbIIeHUsI o0bema» KieTok [27]. Monbl
HaTpusl, XJIopa, KajJus U IIyTaMUHa TPaHCIIOPTUPYIOTCS
U3 BHYTPUKJIETOYHBIX BO BHEKJIETOUHBIE KOMITAPTMEHTHI,
YTO HECKOJIbKO YMEHbIIIAET BHYTPUKIETOUYHYIO TMITepTrH-
npartaumio [28, 29].

UpesmepHo ObicTpasi Koppekius ypoBHS Na*
B CBIBOPOTKE KPOBM MOXET BBI3BATh ITOBpEXIeHUE
IIHC. 310 00ycnoBIeHO PEe3KUM M3MEHEHUEM OCMO-
TUYECKOTO IpaJiieHTa U Pa3BUTUEM BHYTPUKJIECTOYHOMN
nerunparaiu. B pesynbTaTe 3TMX IMPOIECCOB BO3HU-
KarT OCMOTHYECKUE 1eMUESTMHU3UPYIOLINE CUHAPOMBI,

TaK/ie KaK MOHTUHHBIM MUEITMHOIN3 U 9KCTPATTOHTHH-
HBI MuennHoau3 [30].

Y HOBOPOXIEHHBIX TTOBPEXIECHUS TUIIOTAIAMO-THIIO-
(uzapHOi 001aCTH HETOCTATOYHO U3ydeHbI. [lopakeHust
HHHC paznuuHoro reHesa (rMIIOKCMYECKOTO, MHGEKIIN-
OHHOTO, TPaBMaTUYeCKOTO, TOKCHYECKOTO, HEOTUTACTHYE-
CKOTO0) MOTYT TIPOBOLIMPOBATh Pa3BUTHE TAKUX IMATOJOTH -
YECKMX COCTOSTHMI, KaK CUHIPOM IiepeOpasbHOI TTOTEpH
COJIM, CUHIPOM HeaJeKBaTHOM CEeKpellMy aHTUINYPETH-
YeCKOr0 TOPMOHA W LIEHTPaJbHBIN HecaxapHbI auadeT
(central diabetes insipidus — CDI) [31—34].

IMaroreHe3 cuHapoMa lEpedpaTbHO MOTEpU CONU
JI0 CHUX TIOp OKOHuaTtenbHO He usyueH [35]. CyiecTByeT
MHEHUE, 4YTO TMPU 3TOM CHUHIAPOME HEMICHTU(DUIIMPO-
BaHHBIN MeIUaTOP HapyllaeT (PYHKIINIO MPOKCUMATbHBIX
KaHaJIbLIEB U TIPUBOMIUT K TTIOUEYHOI 3KCKPEIIUU DJIEKTPO-
qutoB [36]. Hekotopble uccaeI0BaTEI CKJIOHSIOTCS
K MHEHUIO, YTO STUMU MeIUaTopaMu CIyXKaT HaTpuii-
yperrueckue nentuasl [23]. s cuHmpoma mepedpaib-
HOI TMOTepU COJIM XapaKTepHbI CIEAYIOUINe KIMHUYE-
CKU€ CUMIITOMBI: TUTIOBOJIEMHMSI, TUTIOHATPUEMHUSI, HU3KAs
OCMOJISTTBHOCTBD TIIa3Mbl, HU3KOE COIepKaHe MOYEBUHBI
B CBIBOPOTKE, TOJIMYPHSsI, TTOBBIIIEHHAs KOHIIEHTpAIUs
B Mo4ye Na* ¥ MOYEBHMHBI, TTOBBIIIEHHAST OCMOJISUTBHOCTh
MoOYH, ocMoThYecKuii nuype3 [28]. OCHOBHBIM METOIOM
JIeYeHHsT TIpU3HAHA KOPPEKIIUS TUTIOBOJIEMUM U TUIIOHA-
tpuemuu [23, 37]. Tlpu mpaBUILHOM JICYEHUM TSKEIIbIC
HEBPOJIOTUYECKE W TEeMOIWHAMUYECKUE OCIOXHEHUS
3TOTO CUHAPOMA MOTYT OBITh ITpeIOTBpaIieHH! [38].

st cuHIpoMa HealeKBaTHOM CeKpellMy aHTUINYpe-
TUYECKOTO TOPMOHA XapaKTepHa 3yBOJeMUYeCKash TUTIO-
HaTpyueMusi. Y HOBOPOXKIECHHBIX MPUYMHAMU JAHHOTO
CHHIpOMa MOTYT OBITb BHYTPIIKEITYIOUYKOBOE KPOBOU3-
JIUsTHKAE, TUApoLedanus, BpOXACHHBIN TTOPOK Pa3BUTUS
TOJIOBHOTO MO3Ta, MEHWHTUT, ac(PUKCHUs, pecrpaTop-
HBI THCTPECC-CUHAPOM, ITHEBMOTOPAKC, BEHTUJISIIUS
JIETKUX C TOJIOXKUTEbHBIM naBieHuem [39, 40]. Xapak-
TEepHble KIWHUYECKUE KPUTEPUU CUHIpPOMa HealeK-
BaTHOM CeKpelUMW AaHTUAMYPETUYECKOTO TOPMOHA:
TUTIOHATPUEMUSI, HU3Kast OCMOJISTTIBHOCTb CBIBOPOTKU,
9YBOJIEMUsI, MaKCUMaJbHO KOHILIEHTpPUpPOBAaHHAs Moua,
Hatpuitypes [23, 39]. O6menpuHSTEINA METOI KOPPEKILINI
3TOTO BUIa TUTIOHATPUEMUMN — OTPaHUYEHUE KUIKOCTH,
BBefeHMe Na', jeueHrne OCHOBHOTO 3a00J1eBaHUsI.

CylIecTBYIOT AMATHOCTUYECKUE CIOXKHOCTU JTUd-
depeHIMAINY CUHIPOMA IiepeOpaIbHOM TOTepU COJIA
OT CHUHIpOMa HeaJeKBaTHOM CEeKpelu aHTHINYpPETH-
YecKOro TOpMOHa. B mepBoM ciiydae BTOPUYHO MOXKET
MOBBIIIATLCSI  YPOBEHb AHTUANYPETHUECKOTO TOPMOHA.
HuddepeHnpoBaTh 3TU JABa CHUHAPOMA HEOOXOIUMO
JUT obecrieuyeHsT TpaBWIbHOM Teparuu. HamexXHbIM
WHANKATOPOM CHUHApPOMA LiepeOpabHOM TMOTEPU COJIA
CITyXKUT TUTIOBOJIeMust [23].

YcraHoBIeHa 3HAYWTEIbHAsT pOJib  TUIepHATpHe-
MHUU B pa3BUTUM BHYTPUYEPEITHBIX KPOBOWBIUSHUIA,
TPOMOO30B COCYIOB TOJJOBHOTO MO3Ta Y HOBOPOXKICH-
HBIX [5, 41, 42]. PacripocTpaHeHHast TpuyrMHa Hepu3noJo-
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TMYECKOro TOBbIIIeHUs ypoBHSI Na* B CHIBOPOTKE KPOBU
kpoercss B nerumparanuu [1, 42]. Ilpu Kputmueckux
COCTOSTHMSIX TUTIEpHATPUEMUST BO3MOXKHA KaK SITPOTEHHOE
OCJIOKHEHUE M30BITOYHOTO BBEIEHUSI TUApOKapOoHaTa
HaTpUsI WIN APYTUX HATpUICcOomepKallliX pacTBopoB [43].

I'unepHarpuemusi XxapakTepHa sl LEHTPaJbHOTO
HecaxapHoro auabera. Y neTeil LeHTpalbHBI Hecaxap-
HBIIl nrabeT MoXeT pa3BUThcs Tipu TopaxeHuu HHC
pa3Hoil atuonoruu [44]. B nutepaTtype omucaHbl Kiu-
HUYECKHEe Ccyyau ILIEHTpaJIbHOIO HecaxapHoro nuabdera
Y HOBOPOXIEHHBIX C BHYTPUXKETYIOUYKOBBIM KPOBOW3-
JIMSTHUEM U C SHTEPOBUPYCHBIM MEHMHTO3HIIEDaTUTOM
[45, 46]. D10 3a007€BaHMe XapaKTepu3yeTcs 1eUIUTOM
CMHTEe3a WJIM HEJOCTATOYHOM ceKpelueil aHTUIUYpPeTHU-
yeckoro ropmoHa. KiIMHWYECKMMU KPUTEPUSIMU 1I€H-
TpaJbHOTO HecaxapHOro auabeTa CiyXaT TOBBIIIEHUE
ypoBHsI Na®™ B CBHIBOPOTKE KPOBM, TOJIMYpHUS, AeTUIpA-
Talusl, TUTIOBOJIEMUSI, BBICOKAsI OCMOJISITBHOCTh ChIBO-
pOTKM, HU3Kas OCMOJSIbBHOCTL Moum [47]. T'mmepoc-
MOJISIPHOE COCTOSIHME COTIPOBOXKAAETCS AeruipaTalueit
HEHPOHOB, YTO MOXET TPUBECTU K pa3pbiBYy COCYIOB
TOJJIOBHOTO MO3ra, cy0apaXHOUIAJTbHBIM KPOBOW3JIMSI-
HUSM ¥ TpOMOO03y BEHO3HOTO CUHYCA.
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OPUINHAJIbBHbBIE CTATbU

OneHka conepKaHusi ApPruHUHA U TIYTAMUHOBOM KMCJIOTbI B CIBOPOTKE 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. Ilyzuxosa, [I.U. Co3aesa

®re0Y BO «PocToBCKMiN FOCYAAPCTBEHHbI MeOUUMHCKIUI yHUBEpPCcUTeT» MuHsapasa Poccuu, PoctoB-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

IIpobGaema 3a1ep:KKH BHYTPUYTPOOHOTO Pa3BUTHS AKTYaJbHA B HACTOSIILEE BpeMsi, TAK KAaK 3TO OJAHA M3 NMPUYMH HEOHATAJIbLHOI
3200.1eBa€MOCTH 1 CMEPTHOCTH.

Lenp uccnenoanus. VzyyeHue TeyeHHs: HEOHATAIBHOTO NMEPHOA U OLEHKA COJNEPXKAHMS APTMHMHA U TIYTAMHHOBOIi KHCJIOTBI
Y IOHOLIEHHBIX HOBOPOK/IEHHBIX B 3aBUCUMOCTH OT CTENEHH TSKECTH 3aJeP:KKU BHYTPUYTPOOHOTO Pa3BUTHS.

Marepuans 1 Metoapl. O0c/ie10BaHbI 78 TOHOMIEHHBIX HOBOPOXKIEHHBIX JIeTeil ¢ 321ePKKO0ii BHyTPHYTPOOHOTO PA3BHTHS MO TMIO-
Tpodhuueckomy Tumy. Conep:kaHue I.iyTAMMHOBOI KHCJIOTHI M APTHHUHA B CHIBOPOTKE KPOBU ONPEAENISIH B PAHHEM HEOHATAILHOM
neprosie METOAOM KANMMLISAPHOTO 3jeKTpodope3a ¢ MCHoab30BaHNeM HeMOauGUIMpPoBaHHOro KBapuesoro Kammuuisipa («Kamemus-
105», «JIromakc», Cankr-Ilerepoypr, Poccus).

Pe3ynbratsl. BoisiBiensl Mapkepsl (hOPMUPOBAHHS TSKEJIOH CTeNEHH 3a/1ePXKKH BHYTPUYTPOOHOTO Pa3BUTHS: MOBbILIEHHE YPOBHS
IJIyTAMMHOBO# KHCJIOTbI W APIHHMHA B CHIBOPOTKE KPOBH C YU€TOM HApYIIEHHS MO3rOBOr0 KPOBOTOKA B PAHHEM HEOHATAJILHOM
nepuozne. IIpenioxena Moaesib NPOrHO3UPOBAHUS COXPAHEHUSI TSKENION CTENeH 3a/1ePXKKH BHYTPHYTPOOHOTO Pa3BUTHS Y HOBO-
POXKIEHHDBIX K KOHILy HEOHATAJILHOTO NEepHo.A.

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

Karoueswte caosa: Hosoposicdentole, 3a0epicka éHympuympoOHo20 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 aprHuHa v riyTaMyHOBOW KUC/IOTbI B CbIBOPOTKE KPOBU Y JOHOLLIEHHbLIX HOBOPOXAEHHbIX C 334EPXKOV 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
TUTAllEHTApHOU TeMOAWHAMUKU, U3MEHEHUS MPOHUIIA-
emocTu rutaueHThl. [locne poxneHus: HOBOPOXIEHHbBIS
C 3alepXKOW BHYTPUYTPOOHOTO pa3BUTHUSI CIIOXHEE
MPOXOIST TEPUOJ aJarnTaliu K BHEYTPOOHOMW >KWU3HU
B CBSI3M C HaJWYMEM Yy HUX TOCJIEACTBUN XpOHUYE-
CKOIl BHYTPUYTPOOHOI TMITIOKCUU, HApYIIIEHUT oOMeHa

BelIeCTB U (PYHKIIMU KETYTOYHO-KUIIEYHOTO TpaKTa.
B psane uccnenoBaHuWil, BBIMOJHEHHBIX B TOCJAEIHUE
ronpl, J0Ka3aHO, YTO Y HOBOPOXIEHHBIX C HU3KOU
Maccoil Tejla B ITOCJIEAYIOIINE IePUOIBI KU3HU (Dop-
MUpPYIOTCS  Ne(UIIUMT BHUMAHUS, TUIEPAKTUBHOCTh
U JETpPecCUBHBbIE PacCTPOMCTBA, CBSI3aHHbIE C Hapy-
1eHrueM HeliporeHesa. Jloka3aHO TpU COTOCTaBJICHUU
rnokaszateseil 1epedpaabHON OKCUMETPUM, UTO CHUXKE-
Hue (paKIMOHHON BKCTPpaKUMU KUCJIOPOJa TKaHSIMU
Y HOBOPOXIEHHBIX C 3aAepXKOW BHYTPUYTPOOHOTO
Pa3BUTUSI CIYKUT OOBEKTUBHBIM IMOKa3aTeeM MepuHa-
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TaJIbHOTO TIopaxkeHust mo3ra [1—5]. [lpuBeneHHbIC TaH-
HbIE COMIACyIOTCs ¢ paboTamMu IpyTUX UCCeaoBaTesei,
JIOKa3aBIINX, YTO KaK Yy JOHOIIEHHBIX, TaK U y HEIO-
HOIIEHHBIX AETEN C 3aJePKKOW BHYTPUYTPOOHOTO pa3-
BUTUSI B OOJIBIIIOM TPOIIEHTE CJyyaeB Ha MEPBOM TOIY
JKM3HM MUMEIOTCS 3a/iep>kKKa HEMPOPa3BUTHSI U HEBPOJIO-
ruyeckuit gepuuut [6—10].

B cBs3M ¢ 3TMM mpoBeneHbl McclieqoBaHus CBOOOI-
HBIX aMUHOKUCIIOT (l-apruHuHa u 1-uuTpyUIMHa) B OKO-
JIOTUIOAHBIX BOJAX Y XXEHIIWH ¢ TUTalleHTapHO HelnocTa-
TOYHOCTBIO M JIOKA3aHO, YTO YPOBEHb apTMHUHA Y HUX
MOBBIIIEH, a IIUTPYJJIMHA, HA0OOPOT, CHUXEH B CPETHEM
B 2 pa3a Mo CpaBHEHUIO C aHAJIOTMYHBIMU TMTOKa3aTeIsIMU
y TAIMeHTOK C (PU3MOJOTUUECKUM TedeHUEeM OepeMeH-
HOCTU. APTMHMH, HapsiAy ¢ TaKUMU aMUHOKMCJIOTAMMU,
Kak TJII0TaMUWH, TII0TaMaT, COBMECTHO C TJIMIIMHOM pery-
nupyeT (yHKUIMIO HEMPOHOB M y4acTBYeT B aHTUOKCHU-
JNIAHTHOW 3alllUTe OpraHu3Ma, CUMTAsICh He3aMEeHUMOM
aMUHOKMCJIOTO Yy HOBOPOXIEHHbIX. Ha ocHoBaHuu
MOJTyYEHHBIX TaHHBIX ObLT CCJIaH BBIBOJ O BO3MOXHOCTHU
WUCTIOB30BaHMST KO3GdUIIMEeHTa apTUHUH/IUTPYJUIMH
IIJIST TIPOTHO3a HEBPOJIOTWUYECKUX HapyIIeHU y AeTeit
paHHEro BO3pacTa, CBSI3aHHBIX C 3a7EPXKKOW pa3BUTHUS
wiona [10].

M3BecTtHa BaxkHasi pojib aMUHOKMCIIOT KaK He3aMe-
HUMBIX CyOCTpaTOB B MEeTabOJIMYECKHUX TIpolieccax, O1o-
XUMMYECKUX U (PU3MOJIOTUYECKUX peaKiusX. LleHTpanb-
HOEe MeCTO B OOMEHe aMWHOKHUCIOT MO3ra 3aHUMaeT
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mIyTaMrHOBas Kucyora. Peakiysi mpeBpaiieHust anbda-
KEeTOIJTyTapoBOI KMCJIOTHI B INIyTaMaT MPOTeKaeT B TKAaHU
Mo3ra ¢ OOJIbIION CKOPOCThIO. [JlyramMuHOBasi KucaoTa
WUCTIOJIB3YyeTCsl 111 oOpa3oBaHUs TJyTaTUOHA, TJyTa-
MHWHA M TaMMa-aMUHOMAaCJISTHOI KucaoTel. Kpome Toro,
JIyTaMUHOBasl KMCJIOTAa UTpaeT BaxKHYH pOJb B BHEP-
TeTUYECKOM OOecriedYeHUM HEepBHBIX KieToK. [loatomy
YMEHBIIIEHUE €€ CONEpXaHUSI CITOCOOCTBYET IOHMXKE-
HUIO YPOBHSI 3HEPTETUYECKOTO OOecIieueHusl HeHPpOHOB
MU, COOTBETCTBEHHO, TOPMOXEHHUIO MX CIelU(UIecKnx
¢dynkuumit [11-13].

WMsyyeHne  dyHmaMeHTanbHBIX  OMOXMMMYECKUX
MPOIIECCOB TMO3BOJUT BBISIBUTH HauboJiee TOUHBIE IMa-
THOCTUYECKHNE KPUTEPUU, XapaKTepU3YIOIIUe TSKETYIo
CTeNeHb 3a/epKKW BHYTPUYTpOOHOTO paszButus. M3mo-
>KEHHOE JieJlaeT OTpaBlaHHBIM OoJjiee YriayOJaeHHOe U3y-
yeHre OMOXMMUYECKUX MapKepoB, TaKUX KaK aprMHUH
U TJIyTaMUHOBAs KMCJIOTA.

Ilea» uccnenoBanusa: M3yyeHWe TEYSHUS] HEOHATAlb-
HOTO TIeprojia U OlleHKa CONepXKaHUsl apTMHWHA U TIy-
TaMUHOBOM KHWCJIOTHI Y JIOHOIIEHHBIX HOBOPOXKIEHHBIX
B 3aBUCMMOCTH OT CTETIEHU TSIKECTH 3aJIePXKKU BHYTPU-
YTPOOHOTO pa3BUTHS.

XapakrtepucTuka petei u MeToAbl UCCeaoBaHUS

IIpoBeneH peTPOCIIEKTUBHBIN aHalNU3 KIMHUKO-
JTabOpaTOPHBIX JTAHHBIX 78 MOHOIIEHHBIX HOBOPOXIEH-
HBIX JIeTell ¢ 3aJepKKOW BHYTPUYTPOOHOTO pa3BUTHUS
no runorpoduyeckomy tumy. MccienoBaHue nmpoBeaeHo
B OTAEJCHUM TATOJOTUM HOBOPOXICHHBIX M HEIOHO-
meHHbIX geteit HUM akymepctBa u nequatpun ®IbOY
BO «PocTtoBckuit rocynapcTBEHHbIN MEIUITMHCKUN YHU-
BepcuteT» Mun3npasa PD B cOOTBETCTBUYM CO CTaHIap-
ToM M3 P® or 29 nexkabpst 1998 r. «[IpaBuna nposese-
HUSI Ka4eCTBEHHBIX KIMHUYECKUX WUCTBITaHU B PD».
ITpu BKIIOUEHUU B UCCIeIOBaHME MaTepu BCEX HOBO-
POXIEHHBIX JeTel TOMMUCHIBAIM WH(MOOPMUPOBAHHOE
cornacue. MccnenoBaHue onoOpeHO JOKAJTbHBIM 3THU-
yeckum kKomutetoMm HHUMW akymepctsa u memmarpumn
®I'bOY BO «PocToBckMit TocymapCTBEeHHBIH Meau-
LIMHCKUI yHUBepcuteT MunsapaBa PD. Kpurepusmu
BKJTIOYEHUSI OBIIM TOHOIIEHHOCTh, HaJM4YWe 3aIepKKHU
BHYTPUYTpOOHOTO  pa3BuTusa. Kpurepusamum oTKasa
OT BKJTIOYEHUE CIYXKWJIM OTCYTCTBUE 3aJePKKU BHYTPHU-
YTPOOHOTO pa3BUTHSI, HEIOHOIIEHHOCTh, BPOXIEHHBIE
TMOPOKH 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, CpeaHeTsIKeIIoM cTe-
MeHn — TIpU oTcTaBaHUM Macchl Teta oT <10%o no 3%o
OT JTIOJDKHOM M TSKEJION CTEreHUW — B CllydasiX OTCTaBa-
HUST MacChl Tejla OT HOJKHON <3%o COTNTacHO LEHTUITb-
HBIM TabauaM. B 3aBUCHMMOCTM OT CTENeHU 3aIep KKK
BHYTPUYTPOOHOTO pa3BUTHUSI BCe HOBOPOXICHHBIE ObLTA
pasneneHsl Ha 3 rpymmbl: -9 — 27 (34,6%) HOBOPOXK-
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JIEHHBIX € 3a/IepKKOI JTeTKo crerenn; 2-1 — 19 (24,4%)
HOBOPOXAEHHBIX C 3aIepXKKOI BHYTPUYTPOOHOTO pa3BU-
THS cpemHe TsokecTH; 3-s1 — 32 (41%) HOBOPOKIEHHBIX
C TSDKEJION CTEMeHbBIO 3aePKKU BHYTPUYTPOOHOTO pa3-
Butus. KonrpoabsHyto rpyniy (0) cocraBuiu 17 3mopo-
BBIX IOHOIIIEHHBIX HOBOPOKIEHHBIX.

IMpoBeneH aHamM3 aHaMHe3a Yy MaTepell 00CeTyeMbIX
HOBOPOXIeHHBIX. HOBOpOKIEHHBIE TIOCTYIAIN B OTIEIIEe-
HMe TIaTOJIOTUX HOBOPOXKIEHHBIX M HETOHOIIEHHBIX JeTEi
B paHHEM HeOHaTaJbHOM Tiepuome. Y BCEX HOBOPOXK-
JIEHHBIX OILIEHWBAJIM aHTPOIIOMETPUUYECKHE TTOKa3aTen
MPU POKICHUM B COTTOCTABJICHUN C TeCTAIlMOHHBIM BO3-
pacToM ¢ MCIOJIb30BaHMEM LIEHTUJIbHBIX Tabauil. O6ce-
JIOBaHVE HOBOPOXICHHOTO BKJTIOYAJIO OLIEHKY COCTOSTHHS
TP TIOCTYTUIEHUU C YI€TOM OCOOEHHOCTEN HEBPOJIOTHYE-
CKOro ctaryca. Bce mammeHTBl OBUTM OCMOTPEHBI HEBPO-
JoroM Ha 1-ii Hemene >XU3HMU. 19 OLIEHKM MO3rOBOTO
KPOBOTOKA MCIIOJIb30BAJIM JAOMIUIEpOrpaduio cperHeMo3-
TOBBIX apTEPHii TOJIOBHOTO MO3Ta 1 6a3ajbHbIX BeH Po3eH-
TaJisi, KOTOPYIO MPOBOAMIIN C TIOMOIIIBIO YIBTPAa3BYKOBOTO
arnmapara Aloca-SSD-1400 (SImoHust), cHaGXKeHHOTO 10T -
IJIEPOBCKUM OJIOKOM TTYJTbCUPYIOLIEH BOJIHBI ¢ MUKPO-
KOHBEKCHBIM JAaTYMKOM dactotoii 5 MI1, a Taxke
¢ moMmombio arnmaparta MultiDop T2 Bepcus DWL2.55a
(DWL Elektronishe System GmbH, I'epmanus).

VYV Bcex HOBOPOXKIEHHBIX MPU MOCTYIJICHUW TTPOBE-
JIEHO oTpenesieHre TTyTaMUHOBOM KUCIIOTBI M apTUHIHA
B CHIBOPOTKE KPOBU METOAOM KaNWJUIIPHOTO 3JIEKTPO-
(dopeza ¢ wncnosb3oBaHWEM HEMOAMMHUIIMPOBAHHOTO
kBapueBoro kanuuisipa («Kamenab-105», «JItoM3aKCe»,
Cankr-IleTepOypr, Poccust). Marepuanom mjist uccieno-
BaHUS CITyKMJIa Tiepreprudeckast KpOBb.

Cmamucmuueckas obpabomka danHbix. B cBsA3M
C TeM, YTO MHOTHME OWOJOTMYEeCKHE XapaKTepUCTUKU
He TIOMYWHSIOTCSI 3aKOHY HOPMAaJbHOTO pacrpenesie-
HUSI B KayeCTBe NECKPUNTUBHBIX CTAaTUCTUK, Hanbo-
Jiee JacTo MCIOJIb3YeTCsl MeIraHa M MeXKBapTUIbHBIN
pa3max, HemapaMeTpuyeckuii koaddumuent [14, 15].
IMpuMeHsIM  TIpoLIeAypbl OMUCATEIBHON CTATUCTUKMH,
C TIOMOIIBIO KOTOPBIX OLIEHWBAIW 3HAYECHMSI MeIUaHbI
1 UHTepKBapTUjbHOro pasmaxa [Q1; Q3]. O6paboTky
HMCXOIHBIX TPU3HAKOB OCYIIECTBIISUIA C UCTIOJb30BaHEM
MaKeTOB MPUKJIaIHBIX TTporpaMm Statistica Bepcum 13.5,
EXCEL 2019, IBM SPSS 27.0.0.1. B nensix cpaBHeHUs
MEKTPYITITOBBIX Pa3ININii UCTIONB30BAIM HelmapaMeTpu-
yeckuit kputepuit Kpackema—Yomnuca misi He3aBUCH-
MBIX BBIOOpPOK ¢ momnpaBkoit borndepponu. g Haxox-
NIEHWs pelllalollnX MpaBwI ¢ TMoMmollbio makera SPSS
npumensiin anroput™ TREE (#aepeBbst kmaccudpuka-
uuu). 3HaueHus KodpduureHTa KOppessiiiuu p UHTEP-
MPETUPOBAIIA B COOTBETCTBUY CO IiKayoit Yemmoxa.

B kagectBe KoOmMmyecTBEeHHOW Mephl 3ddekTa
TpY CpaBHEHUM OTHOCUTENLHBIX TTOKa3aTeseil NCOb30-
BaJIv TToKa3atesib oTHomeHus maHcoB (OLL), onpenensie-
MBIl KaK OTHOIIIEHHE BEPOSITHOCTH HACTYTIJICHUSI COOBITHUST
B TpyIIIe, TTOIBEPTHYTOM BO3NEMCTBHUIO (haKTOpa pHUCKa,
K BEPOSITHOCTU HACTYIJIEHUSI COOBITUS B KOHTPOJIBHOM

OPUINHAJIbBHbBIE CTATbU

rpynne, W TioKasareidb OTHOocuTelabHoro pucka (OP),
OTpaXkalolllnii, BO CKOJbKO pa3 pUCK MCXoma TPU Hau-
yun (pakTopa pHUCKa BBIIIE PUCKA UCXOAa B OTCYTCTBHUE
dakropa pucka. [Tokazarens OL paccunThIBamm UCXOOs
W3 TIOJIyYeHHBIX TaOJMII CONPSDKEHHOCTH IO (DOpMyIie.
C menpio IpoeuMpoBaHUs TTOJydeHHBIX 3HadeHmit OLL
Ha TeHepaJbHYI0 COBOKYITHOCTh PACCUMTBHIBAIA TPAHULIBI
95% noseputenbHoro uHtepsaia (JIW). Mcxons us momy-
YEHHBIX JaHHBIX 3HAYMMOCTh B3aMOCBSI31 1cxoa 1 (hak-
TOpa CUMTAIIN TOKA3aHHOM B CITydae HaXOXICHUS TOBEPH-
TEJIbHOTO MHTepBaa 3a TpeAejiaMy TPaHWIIbI OTCYTCTBHUSI
addexra, npuHUMaeMoii 3a equHuUIy [13—15].

Pe3ynbTathl M 06cyxaeHue

I1pu aHanu3e ocobeHHOCTEl TeueHUsI OepeMEeHHOCTH
y MaTepeit HOBOPOXKIEHHbBIX JIETei ¢ 3aep>KKOH BHYTPH-
YTPOOHOTO Pa3BUTHS BBISIBJICHBI BEOyIIUe MepUHATAb-
Hble hakTophI (Tad. 1). YcTaHOBIEHO, YTO MOYTH C OJTU-
HAKOBOI YaCTOTOI BO BCEX TPYIIax BCTpeYaaucCh TaKue
MaToOJIOTUU, KaK yrpo3a MpepbIBaHUSI, KOJBITUT, SHIOME-
TPUT, BATUHUT, TOKCUKO3, HApYIIIeHNE MAaTOYHO-TIJIAlIeH -
TapHOTO KPOBOTOKA, OCTpasi pecrrpaTopHO-BUpPYCHast
nHeKMs. 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 OLIEHKOW IO IKajie Arnrap Tpu poxie-
HUMU C TSDKECTBIO 3a7ePKKU BHYTPUYTPOOHOTO pa3BUTUSI
Y HOBOPOXIEHHBIX OOCJIeNOBaHHBIX Tpyrm (Tabdi. 2).
ITpu 3TOM yCTaHOBJIEHO, YTO B TPYIINE ACTel C TSKEIon
¢dopmMoii 3a1epKKU BHYTPUYTPOOHOTO Pa3BUTHSI OTMeYa-
JIUCh HanboJiee HU3KKE ee OLIEHKM TI0 1IKajie Arrap.

Ilpn olileHKe KIMHUYECKUX TaHHBIX Ha I-M Mecsie
y BCexX JIeTeil BbISIBJIEHa TpyIirna NMpU3HaKoB (OJIEMHOCTh
U UKTEPUYHOCTb KOXH, «MPaMOPHBII» PUCYHOK KOXMU,
OJNIbIIIIKA, CUCTOJIMYECKUI IIIyM B Cepile, CIUIEHOMeTra-
JISL, TeTaTOMEeTalIvsl), YacToTa KOTOPBIX B TPYIINax He pas3-
smyanach (tabn. 3). B To ke Bpemst KiiMHUYecKas KapTuHa
3a0071€BaHUsI MMeJIa OCOOEHHOCTb, XapaKTEPHYIO TOJIbKO
JUTSI HOBOPOSK/IEHHBIX C TSDKEJION CTETIEHBIO 3a/IEP>KKU BHY-
TPUYTPOOHOTO pa3BUTHSI. Y HUX JIOCTOBEPHO dYallle, YeM
Y HOBOPOXKIIEHHBIX C JIETKO W CPEMHETSIKENION CTeIeHbIO
3a[Iep>KKU BHYTPUYTPOOHOTO Pa3BUTHsI, BCTpeUasICsl TaKOM
CHUMIITOM, KaK CHWDKEHHBIH Typrop Koxu (p<0,0003).

Ilpu olieHKe HEBPOJIOTUYECKOIO CTaTyca B paHHEM
HEeoHaTaJbHOM TEPUO/Ie TUIEPTOHYC MBbIIIL KOHEUYHO-
CTeil M CUHIPOM BO30YXIEHUsI Y HOBOPOXIEHHBIX -
U 2-1i TPYIIN BBISIBJISUIUCH 3HAYUTEIBHO Yallle, YeM B 3-i
rpy1ire, B KOTOPO JaHHBIN CUMIITOM HE 3aperucTpupo-
BaH (TabJ. 4). C BBICOKOI1 YaCTOTOI OTMEUaI0Ch BbISIBIIE-
Hue (GJIEKCOPHOI MO3bl Y HOBOPOXIAEHHBIX |- TPYIITbI
0 CpaBHEHMIO ¢ TMMauueHTaMu 3-i1 rpynmbl. K ocobeH-
HOCTSIM HEBPOJIOTMYECKOI CUMITTOMATUKN HOBOPOX/IEH-
HBIX C TSIKEJIOW CTETNEeHbI0 3aJepXXKU BHYTPUYTPOOHOTO
pa3BUTHS, TOCTOBEPHO OTJIMYABIIAM UX OT HOBOPOXKIEH-
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Tabauya 1. OcodeHHOCTH TeyeHUs1 DepeMEHHOCTH M POJIOB Y MaTepeii HOBOPOK/IEHHBIX C 33/1€PIKKOil BHYTPUYTPOOHOTO pa3BUTHS
Table 1. Features of the course of pregnancy and childbirth in mothers of newborns with a delay of intrauterine development

e 1-(;; ;pgl;;m l-S(lnIl)ly;';l'la 3-(;; ri)gg;la P, s .
HepasBuBarorasicss 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
YnoTpebsieHue ajIKoroJisi MaTepbio 3 0 9 0,193 0,097 0,007
XPOHUYECKUI TOH3UILIUT 1 3 0 0,184 0,458 0,047
CaxapHblit 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
Tecros 1 1 4 0,661 0,234 0,377
Hapyiienue MaTo4HO-11alIeHTAPHOTO KPOBOTOKA 6 3 9 0,441 0,415 0,258
OcTtpas pecnupaTOpHO-BUPYCHAsT UHMEKLINS 3 6 6 0,090 0,330 0,239
HMHbek1ys yporeHuTeIbHOTO TpaKTa 0 1 3 0,422 0,153 0,521
[MpexneBpeMeHHOE U3IUTHE OKOJIOTLIOAHBIX BOM 2 1 4 0,632 0,421 0,376
CnabocTb poaoBOI IESITETLHOCTU 0 1 1 0,413 0,542 0,610
CrpeMUTeNIbHbIE POIbI 0 0 1 1,0 0,542 0,627

HBIX C JIETKOW M CPEIHETSIKENON CTEeNeHbIO 3alepiKKH,
cJelyeT OTHECTH TUITOTOHUWIO MBIIII, CHUXXEHUE CYXO-
KUJBHBIX  pe(JIeKCOB, BBISIBICHHE CJaboi peakuu
Ha CBET M 3BYK, CHIDKEHHUE DPe(IeKCOB OpaTbHO-CITU-
HaJIbHBIX aBTOMAaTU3MOB, CUHIPOM YITHETEHMUSI.

B c¢Bs13u ¢ Tem, 4TO abCOIOTHOE OOTBITMHCTBO ACTei
BO BCeX TpymIax MMeNIW TepuHaTaIbHOe TUIOKCHUYe-
cku-umemndeckoe nopaxenme IIHC, Obu1 mpoBeneH
aHaM3 lepeOpasbHON TeMOIMHAMUKU, OLIEHWBAaeMOW
MO0 MHIEKCY PE3VCTEHTHOCTH B CPEeIHE MO3TOBOI apTe-
pUM U CHUCTOJIUYECKON JIMHEMHOM CKOpPOCTU KpPOBO-
Toka B OazanbHOI BeHe PoseHrans (tabin. 5). CornmacHo
pe3yibTaTaM  TpaHCKpaHWAJbHOW  momruieporpaduu
HapylIeHre MO3rOBOr0 KPOBOTOKA B TOM MJIM MHOM CTe-
TeHU BBISIBJIEHO BO BCEX IPyIIax 00CIeT0BaHHBIX IeTel,
CTATUCTUYECKU 3HAUYMMO OTIWYAsICh OT 3HAYEHWI KOH-
TPOJILHOM IPYIITEl HOBOPOXKIEHHBIX.

VY nereit nccienyeMbIX TPYIIT CTATUCTUYECKU 3HAUM -
MBIX MEXTPYITOBBIX U3MEHEHUI MoKa3aTessl WHaeKca
PE3UCTEHTHOCTU B TIPABOM CpPEIHEMO3rOBOW apre-
pUM IO Mepe HapacTaHUsI TUMIOTPO(UU HEe BBISIBJICHO.
B To e Bpems MHAEKC PEe3UCTEHTHOCTU B CPEIHEMO3-
TOBOI apTepuUM 3HAYUTEILHO MPEBbIIIAT KOHTPOJIbHbBIC
3HAUYEHUsI. DTO CBUIETEJbCTBYET O CHUKEHUM WHTEH-
CUBHOCTM KPOBOTOKa Ha (DOHE MOBBIIICHUSI MapamMe-
TPOB MepuUdepUIECcKOro COCyaucTOro COnpoOTUBICHUS,
YTO MOXET TPUBOAUTH K BO3HWKHOBEHMIO WIIEMUU
MEPUBEHTPUKYJISIPHBIX 30H.

YpoBHM TIyTaMUHOBOW KMUCJIOTHI W apruHUHA
B CBIBOPOTKE KPOBU MEXIYy TpPYyMIaMu, BbISIBIECH-
HBIC B XONIE WCCJICMOBAaHWS, TPEACTaBIeHB B Tabi. ©.
Ilpu Ttsxemnoii cremeHU 3anepXKW BHYTPUYTPOOHOTO
pa3BUTHUS COjEepXaHUE apTMHUHA B CHIBOPOTKE KPOBU
ObUIO CTATUCTUYECKU 3HAYMMO BHIIIE, YeM TIPU CpeTHEe-

POCCUVCKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2023; 68:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)




OPUINHAJIbBHbBIE CTATbU

Tabauya 2. Onenka no mkaje Anrap Ha 1-ii MUHyTe Y HOBOPOKIIEHHBIX C 32/I€PKKOii BHYTPHYTPOGHOTO PAa3BUTHS
Table 2. Apgar score at 1 minute in newborns with intrauterine growth retardation

OuneHka 1o mKaie 1-s1 rpynmna 1-s rpynna 3-4 rpynna
Anrap, Gai (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€Tell ¢ 321epKKOil BHYTPUYTPOOHOTO PA3BUTHS HA MIEPBOM
MecsiIie 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 Dy
bregHocTh KoXu 7 4 14 0,492 0,124 0,279
«MpaMOpHBIi» PUCYHOK KOXU 15 9 22 0,402 0,29 0,11
MKTepnuHOCTb KOXU 10 10 9 0,227 0,326 0,074
CHIXKEHHBII 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. Yucno ciryyaeB BbIsIBJI€HUS OCHOBHBIX HEBPOJIOTHYECKUX 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 han Snp res ’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 MBI 6 24 0,462 0,00019 0,0029
TpeMop KOHEYHOCTE i 3 6 0,440 0,517 0,553
CHIXEHME CyXOXKUITbHBIX pedIIeKCoB. 6 24 0,353 0,000058 0,0029
drekcopHas mo3a 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 OPAIbHO-CITUHAJIbHBIX 7 7 24 0.319 0.00018 0,008
CHHAPOM NMUPAMUIHON HETOCTATOYHOCTUA 0 3 1,0 0,152 0,238
CuHIpOM BO30YKIEHUS 5 1 0,507 0,030 0,021
CHUHIPOM YTHETEHUS 6 22 0,570 0,0029 0,011
BereTo-BucliepaibHblii CHUHIPOM 15 8 23 0,275 0,151 0,036

TSIKEJION U JIETKOMW CTETIeHsIX, Y 00Caen0BaHHBIX HOBO-
poxneHHbIX. [1py 3TOM pa3anuusi ¢ KOHTPOJIBHOM TPyT-
MO OBbLUIM CTATUCTUYECKHN 3HAUYMMBIMU.

[loBbIlIeHME apTUHUHA Y HOBOPOXKIEHHBIX C TSKe-
JIO CTETeHbI0 3aJepXKU BHYTPUYTPOOHOTO DPA3BUTHUS
C YYETOM BBISIBIEHHBIX M3MEHEHMI CKOPOCTH BEHO3-
HOTO OTTOKa IO TpaBoil BeHe PoseHTasst mpu morruie-

porpaduy MOXHO OOBSICHUTBH €T0 BIUSTHUEM KaK TIpe.-
IIECTBEHHUKA OKCHJA a30Ta Ha TOBBIIIEHNE KPOBOTOKA
Ha YPOBHE MUKPOCOCYIUCTOTO pycJia B yCJTOBUSIX TUITOK-
CHM TIPU 3aJePKKEe BHYTPUYTPOOHOTO Pa3BUTHSI.
ConepxaHue TTyTaMUHOBOM KUCIOTHI BO BCEX TPYII-
Mmax OBUTO BBIIIE, YeM B KOHTPOJIbHOM. [Tpn 3TOM cambie
BBICOKHE €€ YPOBHM 3aperMCTPUPOBAHBI B TPYITIIIe HOBO-
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Kpa&uelmo JI.B. u coasm. OlLieHKa cofiepKaHusl aprMHUHA M TJIyTAMUHOBO# KMCJIOTBI B CHIBOPOTKE KPOBH Y IOHOILIEHHBIX HOBOPOXKAEHHBIX € 3a1€PKKOIA. ..

POXIEHHBIX C JIETKON CTETICHBIO 3alepKKU BHYTPU-
YTPOOHOTO pa3BUTHSI.

V 24 (75%) HOBOPOXAEHHBIX 3-i1 TPYMIbl K KOHILY
HEOHATaJbHOTO MepUOaa COXpaHsIach TsiKesasi CTeNeHb
3a7epKK BHYTPUYTPOOHOTO pa3BuTusi. C IeNblo COBep-
IIIEHCTBOBAHMS OKa3aHMSI METUIIMHCKON TTOMOIIT HOBO-
POXIEHHBIM C 3a7ePXKOW BHYTPUYTPOOHOTO DPa3BUTHUS
HaMHM TIpeIUTOXKEeHa MOIENIb TIPOTHO3UPOBAHUSI COXpaHe-
HUS 3a[IePKKM Pa3BUTHUS TSDKEIOW CTETIEHW Y HOBOPOXK-
NMEHHBIX K KOHIy HeOHaTaJbHOTO Tiepuonma. [IpoBeneH
CPaBHUTEIbHBIN aHAIN3 BIUSHUS Ha Pa3BUTHE TSKEIION
CTeTICHU 3a[epKKU BHYTPUYTPOOHOTO Pa3BUTHS Y HOBO-
POXIEHHBIX M3YJaeMBIX B COBOKYITHOCTH OMOXUMUYE-
CKUX TIapaMeTPOB, a UMEHHO TITIOTAMUHOBOW KHCIIOTHI
U apTUHWHA, KOTOPBIE PACCMATPUBAIOTCS KaK HE3aBUCH-
MBbIe TIepeMeHHbIe. BaskHOCTD BIMSTHUS YKa3aHHBIX He3a-
BUCHMBIX TIEPEMEHHBIX y TaHHOTO KOHTWHTEHTa HOBO-
poxkneHHbIX coctaBuia 100 u 39,4% COOTBETCTBEHHO.
C TIOMOTIIBIO METONA «IIePEeBbsI KIAaCCUMDUKAIIAN» TTOTY-
YeHBI CUCTEMBI HEPaBEHCTB, TOCIENOBATEIbHOE TIPH-
MEHEHME KOTOPBIX ITO3BOJISICT BBINEJUTH W3 BXOIHOTO
TTOTOKa OOJBHBIX TOJHKO HOBOPOXICHHBIX C TSKEIOHN
CTETICHBIO 3aIePXXKW BHYTPUYTPOOHOTO DPa3BUTHS. DTO
TTAJI0 BOBMOXHOCThH C(HOPMYIUPOBATH IMATHOCTUIECKOE
TpaBWIIO: «B ciTyyae BBITIOTHEHUST OMHOTO U3 CIETYIONTNX
HEPaBCHCTB:

ecmn 8,95 wmkr/mn <
<9,15 MKT/™MI

WU ecIi TJIyTaMUHOBas Kuciora >11,61 MKr/mi
u apruauH <1,515 MKr/mi1,

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

TO TIPOTHO3WPYEM COXpaHEHUE TSKEJON CTermeHn
3a7epKK BHYTPUYTPOOHOTO Pa3BUTHSI K KOHITYy HEOHa-

TJIyTaMUMHOBaAs  KUCJIOTa

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

Bce n3nokeHHOE MO3BOJISIET CleIaTh BBIBO, YTO HaM-
0ojice 9yacTO BCTpeyvalolleicss TaToJIoThe y maTepeit
HOBOPOXIEHHBIX C TSKEJIOM CTETEHbIO 3aIePXKKKM BHY-
TPUYTPOOHOTO PAa3BUTUS SIBIISUITNCH aHEMUS U (peTorra-
LIEeHTapHas HeJIOCTAaTOYHOCTh. HeoHaTalbHBIN Tepuos
y GOJIBITMHCTBA HOBOPOXIEHHBIX C 3aIePXKKON BHYTpPH-
YTPOOHOTO Ppa3BUTHSI TSIKEJIOM CTEMEeHW XapaKTepu30-
BaJics COXpaHeHWEM HU3KOW Macchl Tejla, HapylleHUeM
afganTalyy, HaTMIueM COYeTaHHOM MaToJI0TUH, U3 KOTO-
poit Hamboyiee 4YACTO BCTPEYANOCh TepUHATAIBHOE
TUTNOKCHYeCcKN-neMudeckoe mopaxkenue [THC.

TMonyyeHHBIE HAMU Pe3yJIbTaThl COTNIACYIOTCS C JTaH-
HBIMU, TPEJACTABIEHHBIMU B APYTUX MUCCIIEIOBAHUIX,
YKa3bIBAIOIIMMK Ha CBSI3b 3aIepKKU BHYTPUYTPOOHOTO
pa3BUTHS, B TOM 4YHCJIe Ha (POHE LIUTOMETATOBUPYCHOM
WHOEKINN, ¢ HaIUIMEeM XPOHMUYECKOU TUTalleHTapHOM
HEIOCTaTOYHOCTH, TIPU KOTOPOIA TIIalleHTa He B COCTOSI-
HUW aIeKBaTHO YAOBIETBOPUTH MOTPEOHOCTH PACTYIIIETO
TIoAa B KMCJIOPOJE U MUTATeIbHBIX BelecTBax [16—18].

B manHOM WccIemoBaHUU TOKAa3aHO CTATUCTUYECKU
3HAYMMOE YyBEJWYeHWE CKOPOCTH BEHO3HOTO OTTOKA
MpU JONIIIEpOrpaduIecKoM MCCIEIOBAaHUM TOJOBHOTO
MO3Ta Y HOBOPOXKIEHHBIX C 3aIEPXKKOI BHYTPUYTPOOHOTO
paszButus. CorocTaBlieHHe KIMHUYECKOTO COCTOSTHUS
HOBOPOXIEHHBIX, MOJYYEHHBIX IOMIIeporpauIecKnx
JAHHBIX C BBIPAKEHHOCTHIO BBISIBIEHHBIX MeTaboJ M-
YeCKUX M3MEHEHU B BUIE CTATUCTUUYECKU 3HAYMMOTO
MOBBIIIEHNUST COAEpPXKAHUS apTMHWUHA W TJIYTaMUHOBOM
KHCJIOTHI B CHIBOPOTKE KPOBU MOATBEPAMIIO UX B3aUMOC-
Bs13b. BeisgBnennas 100%-s craTuctuyeckasi 3HaYMMOCTh
YPOBHSI TJIIOTAMWUHOBOI KHUCJIOTBI B TIPOTHO3€ COXpaHe-
HUSI TSDKEJIOM CTETTeHU 3aep>KKU BHYTPUYTPOOHOTO pa3-

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

MeKrpynnoBbie 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 CPEeTHEMO3rOBOI apTeprun [0,77;0,79] [0,77;0,78] [0,77;0,78] [0,66; 0,67] >

IIpumeuanue. lanuble ipencraBieHbl B Bune: menrana [Q1; Q3]. * — pazmiuus Mexmy rpynmnamMu 00JbHBIX U KOHTPOJIBHOU IPYIITION CTaTUCTU-

yecku 3HaUMMBI (p<0,0001).

Tabauya 6. YpoBHA apTHHUHA U TJIyTAMHHOBOI KHCJIOTHI Y HOBOPOXKIEHHDIX C 32/1€PKKOil BHYTPUYTPOOHOTO Pa3BUTHS
Table 6. Indicators of arginine and glutamic acid in newborns with intrauterine growth retardation

BuoxumMuyeckuit 1-s rpynna 1-s rpynna 3-4 rpynna KouTtposbHas
OKA3aTeNh, 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 4735 03] [12,70: 19,97]  [9.05:27,41]  [7.04: 9,05] L =2 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 Y HOBOPOXIIEHHBIX K KOHILY HEOHATaJIbHOTO TepU-
o/1a OOBSICHSIETCSI BaXKHOUW POJIbIO 3TOM aMUHOKUCIIOThI
KaK BSHEepreTMYeckoro cyocTpaTa B HEpPBHBIX KJIETKax
3a CYET y4yacTHsl B MPOLECCaX OKUCIUTETbHOTO Je3aMU-
HUPOBaHUsI, UMMYHHBIX peakiusix [11].

3aknovyeHue

Benymumu ¢akropamu B (pOpMUPOBAHUM TSIKETOM
CTEeTeHU 3aepKK1 BHYTPUYTPOOHOTO Pa3BUTUSI Y HOBO-
POXIEHHBIX CIYXWUJIU TaKWe OCJIOXHEHUs TecTalluu,
Kak aHeMus U ¢eTorialieHTapHasi HeI0CTaTOYHOCTb.

YcTaHOBNIEHO, UTO Y HOBOPOXAECHHBIX C 3alepXK-
KO BHYTPMYTPOOHOTO Pa3BUTUSI TOCTOBEPHO YBEIWYECH
BEHO3HBIII KPOBOTOK 1O MpaBoii BeHe Po3eHTasst B 3aBU-
CUMOCTH OT CTETEeHU TSKECTH 3aIePKKHU.
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BroisiBieHa B BBICIIEH CTEIEHW HOCTOBEpHAasl B3au-
MOCBSI3b MEXXY Pa3BUTHUEM TSKEJIOU 3a1ePKKU BHYTPUY -
TpOOHOTO Pa3BUTHUS U YPOBHEM apriHUHA U TIIyTAMUHO-
BOI KHCJIOTBI B CBIBOPOTKE KPOBU Y HOBOPOKIECHHBIX.

IIpennoxeHHbIe IMATHOCTUYECKWE IIPAaBWIa MOXKHO
CUNTaTh CKPUHUHTOBBIMM MapKepaMM IIPOTHO3a COXpaHe-
HUSI TSDKEJION CTETeHN 3a7epKKI BHYTPUYTPOOHOTO pa3BH-
THSI K KOHIIy HEOHATaJIbHOTO MepHroa, YTO JIeIaeT BO3MOXK-
HBIM CBOE€BPEMEHHOE HAaJaJIo CIIeu(pIIECKO Teparmn.

IIpn cpaBHUTETBHOM aHa/IM3e BIMSHUS Ha IPOTHO3
COXpaHEHMsI TSKEJIOM CTeTleH! 3aJe KK BHYTPUYTPOO-
HOTO Pa3BUTHS K KOHILy HEOHATaJIbHOTO TIEPUO/Ia CONEP-
JKaHWsI apTUHWHA U TJIIIOTAMWHOBOW KMCJIOTHI B CBIBO-
pOTKE KpPOBU JTOKa3aHO TPEHMMYIIECTBEHHOE 3HauyeHUe
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OPUINHAJIbBHbBIE CTATbU

3HaveHue (DYHKIMOHAILHOIO AHAIM3A (DArOUMTOB /1,151 TUATHOCTUKU HEOHATAJILHOTO CEencuca

HU.B. Obpazyos’, 10.B. Kuprosa'?, E.B. Yepnukosa', A.U. Kpanusxun', O.10. bpynosa’,
A.T. Abopaucosa’, H.B. Jlasvidosa’
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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 HOBOPOXKIECHHBIX NO-NPeKHEMY AKTYAJIbHA /LIS 3ApaBooxpaHenusi Poccuu u 3apy0eHbIX CTPaH B CBSA3H € BBICOKOI
JIeTATbHOCTDIO 1 pehpakTepHOCTHIO K Tepanuu. ['eHepamn3anms uHgeKun y HOBOPOKIEHHBIX Peaju3yeTcs 3a cueT pa3BuTus aedummra
BPO2K/IEHHOr0 MMMYHHTETA, NPOSIBIISIIOIIErOCs, B YACTHOCTH, HAPYIIEHHEM AKTMBHOCTH HeHTPO(UIOB U MOHOIUTOB. B HacTosinee Bpems
B NOBCE/IHEBHYIO MPAKTHKY ANATHOCTUKM HEOHATAJILHOTO CENCHCA He BHePeHbI MeTObl (DYHKIMOHAILHOTO TeCTUPOBAHNS (harouuToB.
Lenp uccienosanus. V3yuenne BO3MOXKHOCTH HA OCHOBAHHHU OLIEHKH colepxKaHus 6uomapkepos cemncuca (C-peakTuBHblii 0eJ10K,
npoKajJbuuToHuH, jJakrar, CD64, CD16, HLA-DR) muddepenuuposats natorene3 opraHHoil IMC(HYHKIUM Y HOBOPOXKIEHHBIX
B OT/€JIEHMH PEAHNMMALMH W UHTEHCUBHOM TepPaNuH.

Marepuansi 1 MeToabl. OneHUIN NOBEPXHOCTHYIO IKcnpeccuio HeiitpodunoB CD64 u CD16 u monouuro HLA-DR y HOBOpOXK-
JIeHHBIX NMAIMEHTOB C TEYEHHEM CellCHCa WM TsKeJIoi acuKcHeil B Ipynnax, XapakTepu3ylomuxcsi pa3inyHbIM reHe30M M0JHop-
TAHHOI{ HEAOCTATOYHOCTH — CENCUC, ACUKCHS, COYETAHHBII, A TAKKE PA3TUYHBIM HCXOIOM FOCIUTAIU3ALMH B OT/eJeHHE PeaHH-
MAaluHM U UHTEHCUBHOM Tepanuu — BbDKMBIIMX M YMEPIIUX.

Pesynbratel. [Toka3zano nocrosepHoe yBenndyenue skcnpeccud CD64 neiirpodmnavu u camkenue saxkenpeccud HLA-DR monounu-
TaMH NPU UH(PEKIMOHHOM U COYETAHHOM reHe3e MOJMOPTaHHOI He0CTATOYHOCTH N0 CPABHEHMIO € TsKeJ0ii acuKcueil; ymepiue
MAMMEHThI XapaKTePH30BaIMCh CHIDKeHHOU aKkcnpeccueii CD16.

3akioyenne. BolsiBlieHHbIE 3aKOHOMEPHOCTH MOTYT Jiedb B OCHOBY COYETAHHOTO HCIO/Ib30BAHNU MPeIaraeMpiX NoKa3areei GpyHK-
HMOHAJIBHOH AKTUBHOCTH (harouuTOB BMeCTe C KOHBEHIMOHAJIbHBIMU OMOMAapKepaMHu C LeJIbI0 NMOBBIMIEHUS WX MPOTHOCTHYECKUX
U NPEIMKTUBHBIX CIIOCOOHOCTEIH.

Karoueevte caosa: Hosopoxcdennvie, cencuc, Heimpoghunvt, monoyumst, CD16, CD64, HLA-DR.

Ans untupoBauus: O6pasLos U.B., Xupkosa 0.B., Yeprukosa E.B., KpanuskuH A.W., BpyHosa O.10., A6apaucosa A.T., HaBbinoBa H.B.
3HauyeHne PyHKUMOHAaIbHOro aHaam3a arounToB A4J1s1 AMarHoCTUKN HeoHarasbHoro cerncuvca. Poc BectH nepuHarton n 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 gocturath 40%, ipu nozaHeM — 20%.

OIIPEACTIACTCA KakK yrpoxaromas >XKMU3HU OpraHHasi

HEIOCTAaTOYHOCTh, BbI3BaHHAs AUCPEryISLIMEil MMMYH-
Horo otBeta Ha mHbekumio [1]. Cercuc, pa3BuBaio-
uiicss B TedeHue mepBbix 30 OHEM XMU3HMU, HA3bIBAIOT
HeoHaTaJbHbIM. 3a00J€BaeMOCTh HEOHATaJbHBIM CeIl-
cucom coctasistet 0,5—8,0%o. 3aboneBaHNe XapaKTepy-

K dakropaMm pucka pa3BUTHSI CEricMCa OTHOCSITCS HMU3-
Kasi Macca TMpu POXIAEHUM, HU3KKWE OLIEHKU TI0 IIIKaJe
Arirap, MaTepUHCKUI XOPMOAMHUOHUT M KOJOHU3ALIUSI
cTtpentokokkamu rpynmsl B [2]. JlnarHocTtuka cerncuca
Y HOBOPOXIEHHBIX CJIOXKHA M3-3a HeCHelu(PUIHOCTU
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KIMHUYECKUX TIPOSIBICHUI: TIOMUMO TeMIlepaTypHO
HECTaOMJIbHOCTU, TeMOAWHAMUYECKUX  HapyIIeHU
U M3MEHEHUST CO3HaHUs, 3a00jeBaHNe Ha PaHHUX dTa-
IMax MOXET TPOSIBIIATECS TOJBKO WU3MEHEHMSIMM JTbIXa-
HUSI, TepudepudecKoil IUPKYJISIIUA WIA TIOBEACHUS
HoBoOpoxaeHHOTO [3]. B cBsI3u ¢ aTMM J11000€ TIO03pe-
HHUE Ha pa3BUTHE Cercuca Y HOBOPOXICHHOTO TpeOyeT
BBITIOJTHEHHST Pa3BEPHYTOro JIabopaTOpHOTO 00CIeno-
BaHUsI, BKJIOYAIOIIETO OLIEHKY (OpMYJbI KPOBU, BOC-
MaJIUTETbHBIX OMOMapKepoB, TaKUX Kak C-peaKTUBHBINA
0eJIOK W TIPOKAJTBbIIMTOHWH, a TaKXkKe OaKTepUOJOTHYE-
CKUe WCCIIeAOBaHUs KPOBU, MOYHU, CITMHHOMO3TOBOW
SKUIKOCTU M IPYTUX CPel Mo MoKa3aHusM. JuarHocTu-
Yyeckasi TOYHOCTh KOHBEHIIMOHAJIBHBIX J1ab0opaTOpHBIX
MapKepoB HEOHATaJbHOTO CETcHca BBICOKA U COCTaB-
et B cpenHeM okojio 90% [4]. Tem He MeHee CJIOXKHas
MOCJIeI0BATEIBHOCTD TOSIBJICHUSI GMOMAapKepoOB B OTBET
Ha pa3BUTHE MHMEKIINN, a TAKKe WHINBUIYATbHbBIE 0CO-
OGEHHOCTH MMMYHHOTO pearnpoBaHMsI OpraHu3Ma HOBO-
POXIEHHOTO MOTYT CTaTh WCTOYHWUKOM JIUATHOCTHUYE-
CKUX OINMOOK TIPU paHHEM BBISIBICHUM CENTUYECKOTO
npouecca [5]. IToaToMy He TepsioT aKTyaJIbHOCTh TTOMCK
U BHEIpEeHUE B MPAKTHKY HOBBIX OMOMapKepoB HEOHa-
TaJbHOTO CeTicuca.

IMpenigoxeHo O6OJBIIOE KOJWYECTBO TMEPCITEKTUB-
HBIX OMOMapKepoOB cercruca HOBOPOXIEHHBIX. K HUM
OTHOCSITCSI, B YaCTHOCTH, LIMTOKMHBI W XEMOKWHBI:
unaTepaeiikunbl (MJT) 6, 8 m 10, RANTES u ap.; Moe-
kynbl anare3uun (STREM-1), ceiBOpoTOUYHBIN amuyiona A
U rernuuauH [6—12].

Ocoboe BHUMaHMe WCCliemoBaTeeil  3aciIyKuia
olleHKa (DYHKIIMOHATbHOM aKTUBHOCTH (harolTOB B KOH-
TEeKCTe paHHel auarHocTuku cericuca. Cucrema aro-
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1UTOB (B MEPBYIO ovepenb HEUTPO(DUIOB U MOHOILIMTOB)
OJTHa M3 MePBbIX pearupyer Ha MUHUMAaJIbHbIE U3MEHEHUST
TroMeocTa3a IO BO3IeNCTBMEM WH(MEKIIMOHHBIX arcH-
TOB M Apyrux mnoBpexnarommx daxropos [13]. INpomecc
¢haronmTo3a ycuauBaeTcs: 0Jaronapsi CBSI3bIBAHUIO TMaTO-
TeHOB B UMMYHHBIE KOMITIEKCHI ¢ MMMYHOTJIOOYJTMHOM
G (IgG) u akTuBanmu ¢arouToB yepe3 peuenropsl IgG
Ha TIOBEPXHOCTH KJIETOYHOW MeMOpaHbl. BrimeneHue
MPOBOCIAJIUTEbHBIX IIUTOKWMHOB, TaKUX KaK WHTEpde-
poH-TaMMa, anb(a-dakTop Hekposza omyxoau (DPHO),
WHTEPIIEWKUH-6 U TPAHYJOLMUTAPHBIA KOJOHUECTUMYJTU-
pyroIIuii (pakTop, BLI3BIBAET SKCITPECCHUIO BEICOKOA(MdOIH-
Horo Fc-peneniropa IgG CD64 Ha MmeMOpaHe HelTpodu-
J10B [14]. MembpanHas skcnpeccus CD64 yBennunBaeTcst
Npu TeHepanu3aluyd WHQEKIIMOHHOTO TIpoliecca pas-
JIMYHOU 3TUOJIOTUM, 3TOT OMOMapKep TpeiaraeTcsl pas-
JIMYHBIMA aBTOpPaMU K HCITOJb30BAaHUIO KaK TPOTHO-
CTUYECKU U TIpenuKTUBHBIN Tipu cericuce [15]. TMoreps
akcripeccun  HuszkoadduHHoro  Fc-penenropa  IgG
CD16 nHeliTpodunamMu moka3aHa HEKOTOPBIMU aBTOpaMU
Kak (pakTop, aCCOLMMPOBAHHBIN C JIETATbHBIM UCXOIOM
npu cenicuce [16]. @yHKIMOHATLHOE MCTOIIEHNE MOHO-
LIUTOB MPU TeHEepaTn3alny MHGEKIIMU CBI3aHO C TOTe-
peit moepxHocTHOM MHbeknu HLA-DR. Ouenka atoro
rokasareJisi TAaKXKe UCIIOIb3yeTCsl B KaueCTBe TePCIIeKTUB-
HOTro OMoMapKepa HeoHaTaJIbHOTO cericuca [17].

Ilea» wmcciemoBaHusi: U3ydyeHHWE  BO3MOXHOCTHU
Ha OCHOBAaHUM OIIEHKU CONepKaHUsI OMOMapKepoB cerl-
cuca (C-peakTUBHBIN GeTOK, TPOKATBIIUTOHWH, JTAKTaT,
CD64, CD16, HLA-DR) nuddepeHmpoBath matoreHes
OpraHHOM TUCHYHKIIMU Y HOBOPOXKIEHHBIX B OTIEICHUN
peaHUMaIuy U THTEHCUBHOM Teparu.

XapakrtepucTuka petei u MeToAbl UCCeaoBaHUS

WccnenoBanm KpoBb HOBOPOXAEHHBIX TAlIMEHTOB
OTIEeJIeHUsI peaHUMAaIlU U MHTEHCUBHOM Tepartiu ¢ CeTl-
cucoM Wi Tspkenoi achukcueit (21 yenosek). Bospact
nereii coctaBui 10 — 23 gHs; cpok rectaunu 27—40 Hen,
JUTSE OLIEHKU CTaOMJILHOCTM TTOKa3aTesieil UCCIeI0BaHMsI
npoBoausin Ha 11—23-u cyTku 3aboneBaHusi, 00pa3libl
KpoBu O6paiu 1—4 pa3a B 3aBUCUMOCTH OT JJTUTEIIBHOCTH
NMpeObIBaHUs TTALIMEHTOB B OTHeNieHWU. Bcero mpoaHa-
JmM3MpoBaHO 43 oOpas3na KpoBHu. OLeHUIN OMOMapKephl
cercrca B TPYNIaX, XapaKTePU3YIOIIUXCS Pa3TUIHBIM
TeHEe30M TIOJIMOPTAHHON HEMOCTATOYHOCTH: CETICHC
(n=10), acukcus (n=5), coueTaHHBbII (#=6), a TaKxKe
Pa3IUYHBIM HCXOAOM TOCTUTAIM3ALMU — BBDKUBIITE
(n=15) n ymepine (n=>6).

OO0Opa3ibl KpOBM COOMpPaiM B BaKyyMHbIE MPOOMPKU
Vacuette ¢ mutnii-renmapuHom (Ppanimst). LlenmbHyI0 KpoBb
MalMEeHTOB, CTAOMIN3UPOBAHHYIO TEMApUHOM, TOCTABJISUTH
B Jaboparopuio B TedeHue | 4. OOpaselr; KpoBU OKpalliu-
BaM (DIIyOPECLIEHTHO-MEYEHHBIMA aHTUTEIAaMU B COOT-
BETCTBUU C MHCTPYKLIMEH Mpon3BoanTets. [ ucciaenona-
HMSI YKa3aHHBIX OMOMAapKepOB UCTIONIB30BAIN CIIEIYIOIIE
manenn: CD45-APC / CD64-PE / HLA-DR-PerCP-Cy5.5
un CD45-APC / CD16-PE (BD, CIIIA). 3atem Tu3npoBain
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SPUTPOLIUTHI U BBITIOJHSUIM LIUTOMETpUIO. JIM3uc 3puTpo-
mmroB TipoBoauin pactBopom BD FACS Lysing solution
(BD, CHIA); muToMeTpuio BBITIOJHSUIM TIPU TTOMOIIMU
nHcrpymeHta FACSCanto II (BD, CHIA). Beinensau
peroH CD45-11o3UTUBHBIX COOBITHIA, 3aTeM 10 Mopdo-
JIOTUM BBIIEJSUIA MOHOIIUTBI U HelTpoduibl. Cpenn Heli-
TpOUIIOB OIpPENessUId CPENHIOI MHTEHCUBHOCTH (hiIyo-
pecueHum CD64 u CD16, cpeyt MOHOLIUTOB ONPEIEIsUTA
CPEeIHIO MHTEHCUBHOCTD (hiryopectieHiiin HLA-DR.
Craructuueckyto  o0OpabOTKy TIOJyYEeHHBIX JaH-
HbIX BeimojHsuM B rakete IBM SPSS 21 (IBM, CIIIA).
IMocTpoeHbl omnucareabHbIE CTATUCTUKU; BBITIOJHEHA
MpoBepKa Ha HOPMAJIbHOCTH Ha OCHOBAaHMM KPUTEPUSI
[Marmupo—Ywunka. ITockosnbKy TIOTydeHHBIE pacrpene-
JIGHUSI CTaTUCTUYECKHM 3HAYMMO OTJIMYAIUCh OT HOp-
MaJIbHOTO, MEXTPYIITIOBbIE COIOCTABJICHUS BbITTOJHSIIN
Ha OCHOBaHWM KpUTepusi MaHHAa—YUTHU i1 TTAapHBIX
BbIOOpOK 1 Kpackena—Yosimca miss MHOXECTBEHHBIX

OPUINHAJIbBHbBIE CTATbU

comnoctaBieHnit. Koppersuuio MexXmay IoKasaTeIsIMU
OLIEHMBAJIM Ha OCHOBaHUU KoadduimenTa p CnupmeHa,
CUJTy KOPPEJSILIMKM OTpenelisiii 1o mkajie Yemmoka, rie
p<0,33 — cmabas B3auMocBs3b; 0,33<p<0,66 — B3auMoO-
CBSI3b CpeHel cwtbl U p>0,66 — cuUThbHAsT B3aMMOCBSI3b.
YucneHHbIe 3HAYEHUST MTOKa3aTeJIeH peICTaBIeHbI B BUIE
Jrana3zoHa MexXmy 25-M 1 75-M MepCeHTUIISIMU.

Pe3ynbratbl

CoryacHO TIOJyYeHHBIM JTAaHHBIM YPOBEHb JlaKTaTa
He pa3JInJaeTcs B TPYIIaX ¢ pa3IMIHBIM TeHE30M TIOTHOP-
raHHoi HemoctaTouHOCTU. CoueTaHHBIN TeHe3 XapaKTe-
pu3yetcst 6oj1ee BRICOKMM YpoBHeM C-peaKTUBHOTO Oesrka
(2,88—41,0 mr/n no cpaBHenuto ¢ 1,00—15,8 mr/n ripu cer-
cuce u 0,43—2,98 mr/n1 ipu acpukcumn); ypoBeHb ITPOKab-
nuToHuHa B rpyrre achukcuu (0,01—1,05 Hr/mir) nocro-
BEepHO HIXe, yeM nipu nHdexkimonHoM (0,18—4,30 Hr/mur)
u cMentaHHoM (0,15—4,90 Hr/mJi1) 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. AC(HUKCHS TaKXKe XapaKTepu3yeTcst
MEHBIIUM ypoBHeM HeittpodunoB CD64 (433—674 oTH.
el. (haIyop.); TToKa3aTes b JOCTOBEPHO BHIIIIE B TPYIIIE CEeT-
cuca (552—1660 oTH. en. cdayop.) 1 HanboJee BEICOKUIT —
B TPYIIe COYETAaHHOW TMOJMOPTaHHON HEMOCTaTOYHOCTH
(1010—2162 otH. ex. dumyop.; puc. 1, a). Dkcrpeccust
HLA-DR MoHomuTamMu He pasiddaeTcsl B TPyMIIax Cell-
cuca u acpukenu (12,2—29,6 u 23,6—56,3 oTH. en. diayop.
COOTBETCTBEHHO), B TO K€ BpPeMsI 3TOT MOKa3aTeJb TOCTO-
BEPHO CHIDKEH Y TALIMEHTOB C COYETAHHOW MaTOJIOTHEH
u coctaBistet 8,56—21,7 oTH. en. (yop. (puc. 1, 6).

VYMepinre maveHThl XapaKTepU30BaIuCh 3HAYNTE b~
HBIM TIOBbIILIEHWEeM YpoBHs JakTaTa (2,3—10,3 MmMonb/)
u npokanblutoHuHa (1,18—5,25 Hr/mia) mo cpaBHe-
HUIO C TakoBbIMU Y BbDKUBIIKX (1,4—2,08 MMoOmb/1
u 0,06—1,38 Hr/Mi1); KpoMe TOro, 3Ta TPYIa XapaKTe-
pusoBaiiach CHIKeHueM oskcrnpeccun CDI16 HeiTpo-
dunamu (25,5-42,8 u 37,8—62,3 oTH. en. ¢uyop. cOOT-
BETCTBEHHO; puc. 2). Bapumamus mnokazareneir mexmy
MpobaMu, B3SITBIMU OT OJHOTO IMallMeHTa, COCTaBWIIA
13,0—81,7% nnsa CD64, 22,6—40,7% nna CD16 u 24,2—
66,0% nns monouuroB HLA-DR.

KoppensIuMOHHBI aHalMW3 BBIIBWJI CTAaTHCTHYE-
CKM 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 makrara
(p=—0,417; p=0,008).

0OO6cyxaeHue

ITonyyeHHBIE HAHHBIE NEMOHCTPUPYIOT OTCYTCTBUE
JIOCTOBEPHBIX pa3INInii MexX1y ypoBHeM C-peakKTUBHOTO
OenKa B rpyIinax cerncuca v TSKeloi acUKCHUM, a TakxKe
MEXIy YpPOBHEM IIPOKAJILIIMTOHMHA B TPYIIIIAaX Cercrca
U TIOJIMOPTaHHOM HETOCTATOUHOCTU COYETAHHOTO reHe3a.
DTO MOXET OBITh OOBSICHEHO KaK MaJIbIM pa3MepoM
o0cemyeMoit COBOKYITHOCTH, TaK M HEAOCTAaTOYHOM TOY-
HOCTBIO OMOMapKepoB IPU UCITOJb30BAHUU IO OTHENb-
Hoctu. Okcrpeccusi CD64 okasajach HauMeEHbIIEH
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AHAJIM3 TPYAHOCTEH TMATHOCTHKY Y AIMEHTOB C HEHPOHAIBHBIM IEPOHIHBIM
JUNO(pYCUUHO30M, 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’

"Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery, Pirogov Russian National Research Medical
University, Moscow, Russia;
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HeiipoHa/ibHblil HePOMIAHBIA JHNO(PYCUMHO3 2-T0 TMIA — TsKeJIoe HeNMpepbIBHO MPorpeccupyolnee HacaeJACTBEHHOe 3a00/1eBaHie
00MeHa BelecTB, Uil KOTOporo cyumecTByeT 3(dexkTuBnas depMeHTHAS 3aMeCTUTEIbHAS TEPATHS.

Lens uccienosanus. VizyyeHne MHEHHS CIIENUATNCTOB (JETCKHX HEBPOJIOTOB, HEBPOJIOTOB-3MIJIENTONIOrOB, TEHETHKOB) O TPENsIT-
CTBHSIX HA MYTH K PAHHEI TMATHOCTHKE HElPOHAIBHOTO IIEPOUIHOTO JIMNO(]YCIHNHO3A 2-T0 THIIA Y NAIUEHTOB.

Marepuassl u MeTonpbl. VccienoBanne npoBoanIoCch METOAOM INIyOMHHOTO MHTEPBbIO. B HHTEPBbIO MPUHSIM yyacTHe 25 Bpaveid,
HAO.TIOAIONIMX NAIMEHTOB ¢ JAHHOI MATOIOTHE.

Pesyabrarbl. C 2000 o 2021 r. B P® BrisiBIeHbI 45 NAHMEHTOB ¢ HEPOHAJIBHBIM IIEPOMIHBIM JTUNO)YCIMHO30M 2-10 THHA. /[aHHbIE
0 TeyeHHe 00Jie3HH NOJydeHbl N0 38 mamuenTam B Bo3pacte oT 3 10 11 jet, u3 Hux 16 moayyanu ¢epMeHTHYIO 3aMeCTUTETLHYIO
Tepanuio. Ha MmomenT nntepbio 32/38 0bLiu xKuBbl, 4/32 ymepiu, undopManus no UCXoy y 2 NalueHToB 0TCYTCTBOBaA. BospacT
TOSIBJIEHHUsI IEPBBIX CHMIITOMOB 3200.J1eBaHus CyliecTBeHHO pasHuics: ot 1 rona 10 mec 10 3 et 6 mec. Cpeanmii Bo3pacT, B KOTOPOM
JIeTSIM MOATBEPINIM TMATHO3, COCTABJISI 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 ciyyaeB (¢ porocTumynsamnmeit
TOJIbKO Y 34%). MarHuTHO-pe30oHaHCHAsl TOMOrpadus Ha paHHeM 3Tane 00Jie3HH npoBeneHa Toabko y 40%. Jlumb 46% nauupenTos
noJIy4aioT (WM Korga-amoo mojaydanu) (pepMeHTHYI0 3amMecTHTeNbHYI0 Tepanuio. B 41% cay4aeB (hepMeHTHAS 3aMeCTUTEIbHAS
Tepanus He ObLIA HA3HAYEHA N0 PUYMHE JJIMTE/IbHOM MOCTAHOBKH INATHO32 HEiPOHAILHOTO LEPOMIHOTO UG YCIHHHO3a, YTO NPH-
BEJIO K NAJTHATHUBHOMY CTATYCY M OTKA3y PoauTeJIeii mamuenTos ot Tepanuu. B 13% Bcex ciiyyaes nanmeHTbl yMePJiu 10 MOSBJIEHHS
BO3MOXKHOCTH (hepMEHTHOIi 3aMeCTUTEIbHOI TepaTuH.

3akiouenne. PaHHsS QMATHOCTHKA HEMPOHAJIBLHOIO IIEPOMIHOrO JMNO(YCHMHO3a 2-T0 TUNA 3aTPyAHEHA U3-3a Hecneu(pUIHOCTH
MepBbIX CHMIITOMOB, A TAKXKe M3-32 IUIOXOil OCBEIOMJIEHHOCTH Bpayeil 0 3200JeBAHMH U OCHOBHBIX METO/IaX €ro JUATHOCTUKH,
YTO NMPUBOJMT K NMO3/IHEMY HA3HAYEHHIO (hePMEHTHON 3aMeCTHTEIbHOI Tepanuu.

Karoueevte caoea: demu, HellpoHanbHblil yepouoHblil AUNOPYCUUHO3, mUn 2, nyms nayuenma, OuazHOCmMuKa, (pepmeHmnas 3amecmu-
menvHas mepanust, UHMePBLIo.

Ana umtupoBanus: benoycosa E./l., Muxarinosa C.B., 3axapoBsa E.KO. AHann3 TpyaHOCTEN ANarHOCTUKUN Y NALIMEHTOB C HEPOHAasIbHbIM LIEPO-
UAHBLIM 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. AHaIIM3 TPYIHOCTEI TMArHOCTMKHM Y TALIMEHTOB € HEPOHAIBHBIM LIEPOUIHBIM JIMITODYCLIMHO30M, TUTT 2

eUpOHATbHBIN LIEPOUTHBIN JIUTIO(YCIIMHO3
2-ro tuna (HLJI2, cuH.: mo3aHsss UHOAHTUIb-
Hast ¢dopma HIJI, ucropuyeckoe HaszBaHue O00JIe3Hb
BunpiéBckoro—AHCKOTO) — TSKEN0e TMpOorpeccupyro-
mee penkoe (opdaHHOE) HaciencTBeHHOe 3a00JieBaHNe
obmeHa BemiectB [1—3]. HefipoHanbHbIN 11€pOMTHBIN
nunodyciMHo3 2-ro THMa Bbi3BaH AedekTom reHa CLN2,
pacriofioxxeHHoro Ha 11pl5, uyro nmpuBoauT K nedu-
Uty depmeHTa TpunentuauanenTuaasbi-1. CHuxe-
HUE aKTHBHOCTU TPUMENTUAMIINENTHAIA3bI-1 BbI3bIBACT
HaKOTUIEHHWE B KJIETKaX, B TOM YHUCJIEe TOJOBHOTO MO3ra,
ayTO(MITI0OPECIIEHTHOTO JIUTTOMUTIMEHTa JIMMO(MYyCIIMHA,
rubesb HeMpPOHOB U pa3pacTtaHue ruu. Tur HacaenoBa-
HUs 60JIE3HNU ayTOCOMHO-PELIECCUBHBINA.
3aboyieBaeMOCTh U pacIpOCTPAaHEHHOCTh BapbUPYIOT
B pasHBIX TeorparuecKUX peruoHax W HeIO0CTATOUYHO
U3y4YeHbl, HO B LIEJIOM CUMTAETCSI, YTO PACIPOCTpaHEH-
HOCTh cocTassieT 6—8 ciydaeB Ha 100 000 XXUBBIX HOBO-
poxneHHBIX [3]. B Poccuiickoit denepaunm 3ab6oseBae-
MOCTb M PacIipOCTPaHEHHOCTh HE U3YUEHBI.

Tunuuna wmaHudecTauusi O0JE3HM B  BO3pacTe
or 2 no 4 ner. Knmandeckass KapTWHaA 3aKJIIOYaeTCs
B OBICTPOM M MpEACcKa3yeMo TKEJIOM MpOrpeccrupoBa-
HUW WHTEJUIEKTYalIbHBIX, IBUTATEIBHBIX HapYyIIeHUI,
MoTepe OCTPOThI 3pEHUsI, CYTOPOXKHOM CUHIPOME U yra-
CaHWM XM3HEHHO BaXHbIX (yHKumi [1—5]. Havanb-
HBIMM CUMIITOMaMU OOJIE3HU CJTYKaT BIEpPBbie Pa3BUB-
ecs 3MUIeNTUIeCKHe TTPUCTYITBI M aTaKCHsl y pebeHKa
C 3aJIepKKOI peuyeBOro pa3BUTHUSI.

PaHHsIsT auarHOCTMKAa HEUPOHATBLHOTO LIEPOUIHOTO
qunodyciimHo3a 2-To TUIA 3aTpyAHEHa, TOCKOJIbKY
no 2—3-;meTHero Bo3pacTa peOEHOK  pa3BUBAeTCS
6e3 BUIMMBIX OCOOEHHOCTE, a TIepBbIe CHMIITOMBI
HeceU(MUIHBI, U Bpauyld HEZOCTATOYHO OCBEIOMIICHBI
0 3a00jieBaHUM. YCTaHOBJIEHME aMArHo3a B CpeIHEM
(kak B Mupe, Tak u B Poccun) npoucxonut criycts 2 roaa
u OoJjiee Tocae TMepBoro 3aUKCUPOBAHHOTO CYIOPOXK-
Horo mipuctyna. CpenHuii BO3pacT TMOCTAaHOBKW Juar-
Ho3a — 5 jeT (Kak B Mupe, Tak U B Poccun). «3010TbiM
CTaHIApPTOM» JJAOOPATOPHOTO TTOATBEPXKIACHMS TUarHO3a
CIYXHUT OOHapykKeHWe CHWXKEHHOU aKTMBHOCTU TPU-
NEeNTUAMIIEeNTHaa3bl-1 (B JelikounTax, GudpobdIacTax
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WJIM METOJIOM CYXOTO TISITHA) U UAEHTU(UKALIMS TOMO3U -
TOTHOI TaToreHHoi myTtauuu B rene TPP1/CLN2 [3].

PaHHssT nuarHocThKa HEMpOHaJIbHOTO IEPOUTHOTO
qunodycurHo3a 2-ro TUIIa M CKopeiilee obecrieve-
HUE TaTOTEHETUYEeCKON (hepMEHTHON 3aMeCTUTEIbHOM
Teparuu, KOoTopasi MPOBOAUTCS MperapaToM LepJIUIio-
Haza anbda — KpuThudeckuit hakTop Ajisi CTabuIn3aiuu
COCTOSTHUSI OOJIbHOTO pebeHKa. PaHHSS nmarHocTuka
MO3BOJISIET MOJIYUYUTh OCTYIT HE TOJBKO K CHEHUATN3U-
POBaHHOI MEIUIIMHCKON MOMOIIN, B TOM Yucie K dep-
MEHTHOW 3aMeCTUTEJIbHOW Teparuu, HO M K COLMaib-
HOW ToafepXKe. DTO MOJOXUTEILHO BIUSIET HAa UCXOJ
00JIe3HU M KAa4eCTBO XXU3HU peOeHKa U CeMbH, a TaKXkKe
MO3BOJISIET POAUTENISIM CBOEBPEMEHHO TTOJYYUTh CEMeii-
HOE TeHEeTUYeCKOe KOHCYJbTUPOBAHUE.

TlocnencTBust omMOOYHOTrO AMAarHo3a — 3TO JJIU-
TeJbHOEe W Oe3yClelHoe JieYeHUe TMPOTUBOCYIOPOXK-
HBIMU TIpernapaTamMy, MNaUIMAaTUBHBIA CTaTyC Talu-
eHTa U JIeTaJIbHbIN ucxon 3aboneBaHus. [loaTtomy Hamu
OBbLIO 3arUIAaHUPOBAHO MCCJIENOBAaHUE, B X0l KOTOPOTO
MbI MIOCTApaJIUCh TIPOCIECINUTh MyTh TUATHOCTUKU, Jieye-
HUSI U UCXOAOB y MALIMEHTOB C HEMpPOHAJIbHBIM 1IEPO-
UIHBIM JiunodycuuHo3omM 2-ro Ttuna B Poccuiickoit
Ddenepanun.

Ilea» uccnenoBanus: n3yuyeHUe MHEHMS CIIeIIMaIv-
CTOB (JIETCKMX HEBPOJOTOB, HEBPOJIOTOB-3TUJICTOJO-
roB, TEHETWMKOB), HAOJIOAABIINX WJIM HaOJIIONAIOIINX
MalMEeHTOB ¢ HEMPOHAIbHBIM LIEPOUIHBIM JIMTIODYCIIM-
HO30M 2-TO THMa, O MPETNATCTBUSIX Ha MyTH K €ro paHHeM
NMATHOCTUKE Y TIallMeHTOB 1 XeJaeMbIX Mepax To Tipe-
O/I0JIEHUIO 3TUX MPETSITCTBUIA.

XapakrepucTuka petei u MeToAbl UCCeaoBaHUS

B xome wmccnemoBaHUs pelIaCch CIEAYIONINE €ro
3ama4u:

— chopMyIMpoBaTh TepedeHb TpOoOJIeM paHHe
JMMArHOCTUKU HEMPOHAJIBHOIO LIEPOUIHOTO JIUITO(PYCLIM-
HO3a 2-TO THUTIa;

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

— TIOJYYUTh PEKOMEHIAIMM IO IPEOIOJIEHUIO
GapbepoOB Ha IYTU paHHENH AMarHOCTUKU HEMPOHAIBHOTO
LIEPOUIHOTO JTUTTOMPYCIIMHO3A 2-TO TUTIA.

Memods! uccaedosanus:

— KayeCTBEHHOE HCCJIeNOBaHUE METOIOM TIIyOMH-
HBIX UHTEPBbIO;

— aHaJIK3 KapT MaleHTOB.

WccnenoBanue TPOBOAMIOCH METOAOM TJIYOMHHOTO
MHTEPBbIO. Takoe MHTEePBBIO MpeAroaraeT o0CyXIeHNe
HE TOJIbKO OOILIEH TeMbl, HO U TPEeIBAPUTEILHO TTPOIY-
MaHHOTO Kpyra BOIIPOCOB, OTPEACISIONINX CTPYKTYpY,
comepxxaHue 3Toi TeMbl. [lociemoBaTeTbHOCTh BOIPO-
COB HE 3aKperuIsaeTcsl B OMNpelesieHHOW eIMHO00pa3HOM
¢dopme. C KaxkIbIM HOBBIM PECITOHIEHTOM 3TU XapaKTe-
PUCTUKU MOTYT MEHSIThCSI, BKJIIOUasi HOBBIE BOIPOCHI [6].
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[Tpu mpoBeneHUM UHTEPBbHIO 3aMOJTHSIACh AHKETa — COOT-
BETCTBYIOIIIASl MCCIEI0BATEIbCKOMY 3aMbICTy W JIOTH-
YeCKM BBICTPOEHHAsI CHCTeMa BOITPOCOB, KacaroIIuXcs
HePOHAIBHOTO LIEPOMITHOTO JIUTMO(YCIIMHO3a 2-TO THUTIA.
B xone MHTEPBBIO MALIMEHTHI «OCIETUISITUCH, T.€. MHTEP-
BbIOEPY He OB U3BECTHBI MX (haMUJIUM, UMEHa, OTYeCTBa
" anpec nMpoxxuBaHust. GUKCUPOBAIN BO3PACT, TIOJ Malr-
€HTa, perMOH MTPOXXUBAHUS, JAHHbBIE KIMHUYECKOTO, JIa00-
paTOpHOTO ¥ WHCTPYMEHTAJIbHOTO OOC/IeIOBAaHUI, KeM
HaOofaics MalMeHT, ¢ KaKUMU TPYIHOCTSIMU CTOJIK-
HyJICS Bpad 1 MHOTHE JPYTUe BOTIPOCHI.

B uHTEepBBIO TIpUHSIM ydacThe 25 Bpauei, HaOJo-
NAOIIMX TIAIMEHTOB C HEHPOHAJbHBIM 1IEPOUIHBIM
sunodycimHo30M 2-ro Tumna. Cpeny y4yaCTHUKOB MHTEp-
BbIO OBIIM KaK HEBPOJIOTU, TaK U TEHETUKU, paboTaro-
e B MEIUIIMHCKUX YYPEXKIEHUs pa3IMyHOIO YPOBHSI
(oT palioHHOW OOJIBHUIIBI 10 pecIyOJUKaHCKO),
a TakXe B 00pa30oBaTeIbHBIX MEIUIIMHCKUX YUPEKACHUSIX
(OI'BOY BO «Cubupckuii ToCyTapCTBEHHBIM Memu-
LIMHCKUI yHUBepcuTeT» M3 P®) M B KpymHBIX Hay4d-
HbIX HeHTpax (PTAY M3 PO «HaumoHalbHBI Meau-
LUHCKUI UCCIAEA0BATEIbCKUI LIEHTP 310POBbs ACTEI»,
I'bY3 MockoBckoii obsactn «MOCKOBCKUIT 00J1aCTHOM
HAyYHO-UCCIIETOBATENbCKUI KJIMHUYECKUIA WHCTUTYT
M. M.®. Bragumupckoro», HayuHo-mccienoBatesb-
CKUIA WHCTUTYT MEIMIIMHCKONW TeHeTUKU TOMCKOTo
HALMOHAJIBLHOTO HMCCIIEI0BATEILCKOTO MEIUIIMHCKOTO
neHTpa Poccuiickoii AkanmeMun HayK U ap.).

Pe3ynbraTbl

Bcero 3a epuon ¢ 2000 o 2021 r. B PD BbIsIBIEHBI
45 TaIMeHTOB C TIOATBEPXICHHBIM JMAarHO30M HEWpo-
HaJILHOTO LIEPOUIHOTO JIuTodycurHo3a 2-ro Turma. JlaH-
HBIE O TeYeHUE OOJIC3HN U JUATHOCTUICCKOM TIYTU OBLITU
nosiydeHsl o 38 nmauueHTaMm (20 malMeHTOB XEHCKOTO
noja, 18 — Myxckoro) B Bo3pacte oT 3 1o 11 ner, u3 Hux

51
45
31
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DenepanbHblid IEHTp [opom B pernoHe

OPUINHAJIbBHbBIE CTATbU

16 momyyanmu GepMEeHTHYIO 3aMeCTUTEIbHYIO Teparuio.
PoxneHnnl B HepoacTBeHHBbIX Opakax 37/38 malueHTOB,
1 TmarueHT poawIcs OT POMUTEINIEi, COCTOSIIINX B TPOIO-
poaHoM pojacTie. Beero 6bu10 3 ciyyast eseHanpaBieH-
HOTO BBISIBJICHUST OOJIE3HW y MJIANIIUX CHUOCOB, TOCIE
TOTO Kak 3a0o0JieBaHUE ObLJIO TUAarHOCTUPOBAHO Y CTap-
11ero pedeHka B CEMbe.

HamomenT nHTepBbIO 32/38 ObLTM XUBHI, 4/32 ymMepiu,
MAHHBIE TI0 WCXOMy y 2 TMAlMeHTOB OTCYTCTBOBAIN
(oHU ObUIM MOTEpsIHBI 1 HaOmoneHus ). [1pakTnueckn
BCce TAIIMEHTHI MPU3HAHBI WHBAIUAAMU NETCTBA, 3TOT
craTyc He opopMJieH Y 3 TAallMeHTOB C HEAABHO YCTAHOB-
JICHHBIM nuarHo3oM. [lajuimaTtuBHBIN cTaTtyc odopM-
sen 'y 10/38 maieHToB B Bo3pacte OT 4 10 8 JeT.

Bospact mosiBiieHHsT TIepBBIX CUMIITOMOB 3a00JieBa-
HUSI CYyIIECTBEHHO BapbupoBal: oT 1 roga 10 mec no 3 net
6 Mec. BospacT mereit Ha MOMEHT YCTAaHOBJICHUS IHa-
rHO3a TakXe ObUI pa3iuyHbIM: OT | rofa (y cuOca naiu-
€HTa C paHee YCTAHOBJIEHHBIM JMAarHO30M OO0JIE3HU)
1o 8 siet. OTMevasiach TakxKe pa3HUIA B BO3PACTE BbISIB-
JICHUSI TIEPBBIX CUMIITOMOB M B BO3pPAacTe YCTaHOBICHUS
MMarHO3a B 3aBUCUMOCTU OT MeCTa MPOXWBAHMS TIaIlv-
eHTa (puc. 1) ¢ 6ojiee paHHe#l TUarHOCTUKOM B TEX CIy-
qasxX, eCcIM TAIMeHT MPOXUBAI B HACCICHHOM ITyHKTE,
T eCTh (heepaTbHbIN IIEHT.

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

[Tocite 3TOTO aHAMM3WPOBAIN TYTH TTAIMEHTA C Hell-
POHATBHBIM LIEPOUTHBIM JIUTIOMYCITTHO30M 2-TO THUTIA.

1. Ilymv nayuenma do nocmarnoéxu duaenoza. Ilep-
BOHAYAJbHBI JMAarHO3 y TAIMEHTOB HE BCETNa 3BY-
yajl KaK HeWpOHaJbHBIM LIEPOUIHBIN JUMODYCHMHO3

65
51
35
I I |

Pervonanbhblii ieHTp CeibcKasi MECTHOCTD

m CpenHuit BO3pacT BOSHUKHOBEHMSI CUMIITOMOB, MeC

m CpeHuii 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. AHaIIM3 TPYIHOCTEI TMArHOCTMKHM Y TALIMEHTOB € HEPOHAIBHBIM LIEPOUIHBIM JIMITODYCLIMHO30M, TUTT 2

Tabauya 1. TlepBble CHMITOMBI HEPOHAJILHOTO LEPOUTHOTO JMNOdYCIUHO32a 2-T0 THNA

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

ITepBbie cCUMNTOMBI 3200J1€BAHUS

YucJi0 nanueHToB ¢ CUMITOMOM

aoc. %
ONUIENTUYECKUE TPUCTYIIB 35 45
3amepxka,/yTpara peueBoOro pa3BUTHUST 21 27
MMuOKIIOHYC 5 6
3anepkka/HapyllIeHUe TICUXMYECKOTO Pa3BUTHUS 4 5
Atakcus 4 5
3anmepxka/yTpara paHee TPUOOPETEHHBIX IBUTATEIHHBIX HABBIKOB 4 5
MpI11eyHast IMCTOHMST B HOrax 2 2,5
TToBbllIeHHAsT pa3pakUTEeIbHOCTD 1 1,5
Hapyiienue cHa 1 1,5
Bynb6apHo-T1ceB100yIb0apHBII CUHAPOM 1 1,5
Hroro: 78 100
CHIXeHUE OCTPOTHI 3pEHUsI/TIOTHAST 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 CUTyalusi oTMeJanach TOJbKO B 38%
BCEX CJIy4aeB); Y OTAEJIbHBIX MAlleHTOB IWAarHO3 3ByJal
KaK HEYCTAaHOBIIEHHBIN WM KaK BPOXIECHHBIN Ie(PeKT
MeTaboau3ma (1Mo 2 B KaxaoM ciydae). Y 54% mauneH-
TOB MMeJICS TUarHo3 HeKJIacCU(PUIIMPOBAHHOTO «TeHe-
TUYECKOTo 3a0o0eBaHMsI». B Taba. 2 mpuBeneHbI CPOKU
IMOCTAHOBKY TMarHO3a C MOMEHTA TOSIBIIEHUST TIEPBBIX
CHMIITOMOB; CTAHOBWMTCS OYEBUAHBLIM, UYTO Yy Ooee
80% manmeHTOB 3aboyieBaHUE OBLIO AMATHOCTUPOBAHO
B CPOKH TTocJie | roa KITMHUYECKOTO TeYeHUs.

K MOMeHTy ycTaHOBJIEHUsI TMarHO3a KpoMe TUIeT-
TUIECKUX TIPUCTYIIOB W 3aIEPXKH PEUEBOTO DPAa3BUTHS
OTMEUaJuCh W JPyrHe CHUMITOMBI TPOTPEeCCHPOBAHUS
00JIe3HN — aTaKCHs U yTpaTa IBUTATEIbHOTO Pa3BUTHSI
(1o 9%), TpeMop TOJOBBI M KOHeUHOCTel (6%), cracTu-
yeckuii Tetparape3 (7%), CHUXeHUE OCTPOTHI 3PEHMUSI,
TUTIEPKUHE3BI, ayTHUCTUKOIOAOOHBIE ITOBEIeHYECKHE
HapyLIeHWS U Ip. Y OTAETbHBIX MAllieHTOB.

Beutn  mpoaHanMM3MpOBaHBI  MHCTPYMEHTAIbHBIE
u JabopaTopHbIe METOAbl 00CIeqOBaHUsI, HEOOXOIM-
Mble TIPM JOWArHOCTMKE HENPOHAJIBHOTO LIEPOUIHOTO
JumnodyclMHo3a 2-TO THUIA, KOTOPbIe TPOBOIUIIUCH
rmaryeHTaM. Pe3ynbTaThl aHaIM3a PUBEIeHBI Ha puC. 2.
O4eBUAHO, YTO 3JIEKTpodHIEdanTorpapuieckKoe Mccie-
JIOBaHWE TPOBOAMIOCH He BceM. [Ipu 3TOM TpoBOKa-
LIMOHHAsI TIpobGa TpU MPOBEACHUM 3JIEKTPOdHIIEedao-
rpaduu OGblJIa UCITOTb30BaHa TOJBKO Yy 34% TallMeHTOB.
DnekTposHIedamorpauueckoe HCCAeIOBaHUE TO3BO-
w0  3aUKCUPOBATh SMUIENTUMOPMHYIO (MEXIpU-
CTYITHYIO) aKTUBHOCTh y 84% obcnemoBaHHBIX. Omnuca-
HUSI KapTUHBI MarHUTHO-PE30HAHCHOW TOoMorpaduu
caenanbl 'y 40%, mipu aTOM aTtpoduueckre M3MeHEHUS
KOpBHl U 0EJ0oro BelllecTBa, CBOMCTBEHHbBIE HEMpOHAIb-

HOMY LIEpOMIHOMY JTUMOMYCUMHO3Y 2-TO THIA, YacTo
OINMUCHIBAJINCH KaK HapyxkHas Tuapouedanrus Wil pac-
IUpeHre cybapaxHOUIATBHBIX MPOCTPAHCTB; HE BO BCEX
OIMUCaHUSIX oOpallaioch BHUMAaHUSI Ha XapaKTEePHYIO
JUTE  HEMPOHAJIbHOTO  IIEPOUMITHOTO  JUITO(MYCIMHO3a
2-r0 TUMa aTpoduio Mo3Xkeuka.

ITocne aToro manMeHTa HATPaBISIU JIMOO Ha OTpe-
JieIeHNe aKTUBHOCTH (hepMeHTa TPUITEITUIVIIIEIITH-
nasel-1 W TapreTHoe CeKBEHMpOBaHUE (OIpPENe/SINCh
yacTble MYTallUM B TeHe), JUOO Ha CEeKBEHMPOBAaHUE
HOBOTO TTOKOJIEHUSI: TIOJTHO9K30MHOE CEKBEHUPOBAHME
WA TUAarHOCTUYECKas SIWICTITUYecKass TaHedb U JIpy-
rue TeHeTUYeCKue JMarHocTnieckue manenu. B 55% Bcex
cIy4aeB AUArHO3 YCTAHABJIMBAIM MPU TTOMOIIU TIEPBOTO
BapuaHTa obcienoBaHus. CpeaHMIT BO3pacT, B KOTOPOM
JIETIM TIOATBEPAWJIM TUArHO3 HEWpPOHAJIbHOTO IIepo-
UIHOTO JunodycluHo3a 2-To TUIIA, COCTaBJIsT 52 Mec,
wii 4 roma 5 Mec, HO OH BapbUMpoOBajl B CPOKM OT 12
10 96 Mec. B 66% Bcex ciydaeB 3a00JieBaHUE TTPEATIOINO-
SKUJT HeBpoJtoT, B 23% cilydaeB — T€HETHUK, B OTACIBHBIX
clyJasiX — TeAuaTphl U CIIEIMATACT TT0 MAaTHUTHO-PE30-
HaHCHOW TOMOTpaduu.

2. Ilymv nayuemma nocae ycmanoeaeHus OudeHo3a
(mekywas mepanusi u HabaodeHue nayuenmos). Benenue
MaleHTOB C AWArHO30M HEWPOHAIBHOTO LIEPOUIHOTO
JunodycurHo3a 2-ro TUMAa OCYIIECTBISIETCS TIPEUMY-
mecTBeHHO HeBposoramu (35%) u reHetnkamu (15%),
HO B HEM TakKXe YYaCTBYIOT Bpauydl IPYTUX CIelHaTb-
HOCTell — TIeAMaTpbl U CIEUWATUCThl MaTMAaTUBHOMN
ciyX0b1 (1o 14% cootBeTcTBeHHO). [IpM 3TOM TOJBKO
B 33% cnyyaeB (y 13 mamueHTOB) Bpayu MPOBOIST
HCCIIeIOBaHUE T10 IIKaJe OLIEHKU COCTOSHUS TalMeH-
TOB (TaK Has3biBaeMass ['aMOyprckas mkaia sl OLEeHKHA
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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 C MOMEHTA IEPBLIX 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 roma 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 CcUOCOB MaIMEeHTOB C HeﬁpOHaJIbHLIM TEPOUTHBIM JII/IHO(l)yCLH/IHOBOM 2-ro TUIAa.

ManueHTa ¢ HeMPOHAJIBbHBIM LEPOUIHBIM JTUITOGYCIIUHO-
30M 2-TO TUIA). B ocTaqbHBIX Cllydasix OCYIIECTBISIETCS
BU3YaJIbHBIII OCMOTpP MALIMEHTOB, B TOM YMCJIE O BUE-
OCBSI3U JIJIsT OOJTBHBIX C TTAJUTMATUBHBIM CTaTyCOM.
CoracHO MpOBEIEHHOMY MCCIIEIOBAHUIO TOJTHKO 46%
MalMEeHTOB TOJyYaT (WM KOTma-aubo ronydanu) dep-
MEHTHYIO 3aMeCTUTEbHYIO Tepanuio. Eie 13% nanmeHToB
B HacTosiIee BpeMsi 0(hOpMIISTIOT TOKYMEHTHI ISl Bpaue6-
HOM KOMHCCUY Ha TTOy9eHUH (hepMEHTHOM 3aMeCTUTEITb-
Hoii Teparmuu. B octanbHbIX 41% ciydaeB (epMeHTHasI
3aMeCTUTeJTbHAs Teparysl He Oblla Ha3HaYeHa o MPUYMHE
JUTMTEJTLHOM TTIOCTAHOBKY TMAarHo3a HEWPOHAIBHOTO 1IepO-
WAHOTO JTUTIO(YCIIMHO3a 2-TO TUTIA, YTO MPUBEITO K MaJli-
aTMBHOMY CTaTyCy M OTKa3y pOIUTesIeH MalMeHToB OT Tepa-
mmn. [Ipekparnim HadaTyio GepMEHTHYIO 3aMECTUTEIEHYIO
Tepanuio 3 ranueHTa. CpeTHUi CPOK OXKUIaHUS (PepMEeHT-

80% 73%
70%
60%
50%
40%
40%
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20%

10%

0%
CCl¥

6%
2%
I —
MPT KT

HOM 3aMEeCTHTEJIbHOM Teparmuu ¢ MOMEHTa Ha3HaueHUsI
coctaBu 1,5 rona, Ho ¢ 2019 1. obecrnieueHue (epMeHTHOM
3aMECTUTENTLHOM Tepariy 3aMETHO YIYUYIIMIIOCh U OTIETb-
HBIe MAlIMEHTHI TIOJTYYaloT ee B TeUeHHEe MecsIiia ¢ MOMEHTA
ycTaHOBJIeHMs aquarHo3a. [1o3uTHBHAs IMHAMKKA C COKpa-
IIEHUEM CpOKa OXMAaHWS (DEPMEHTHON 3aMeCTUTETbHOM
Teparnuu NpuBeaeHa Ha puc. 3.

B 56% cnydaeB wuHGpy3Mn B pamMKax (hepMeHTHOI
3aMECTUTEJIbHOM Teparuu OCYIIECTBISIIOTCS IO MECTy
KUTENbCTBa TanueHTa. B 33% ciayyaeB malMeHTHI
U3 PETUOHOB [UIST OCYIIECTBIICHUSI TIepBOM WHOY3UU
(GepMeHTHOI 3aMeCTUTEJbHOM Teparnuu HaIpaBlisi-
oTcs B MockBy (B Poccuiickyro neTckyro KIMHHUYE-
CKYIO OOJBHUILY), TIOCTIE YeTO TSl TIPOIOJKeHUS Tepa-
MUY HaNpaBJISTIOTCST TIO0 MECTy JKUTeJIbCTBA. JlaHHBIE
MO JUTUTENIbHOCTU TIONy4YeHUs] (DepMEHTHOM 3aMecTH-

3BII

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

O3 2-ro THna (n=38).

DBT — anekrposnnedanorpamma; MPT — MarauTHo-pe3oHancHast tomorpadusi roioBHoro mo3ra; KT — kommbloTepHas Tomorpa-
(us ronosHoro mo3ra; 3BII — 3puTesbHbIe BbI3BaHHbIE MOTEHIMABI. 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. AHaIIM3 TPYIHOCTEI TMArHOCTMKHM Y TALIMEHTOB € HEPOHAIBHBIM LIEPOUIHBIM JIMITODYCLIMHO30M, TUTT 2

TEJbHOM Tepany UMEIoTCS Mo 15 maumeHTaM, U3 HUX
TobKO 22% (4/15) mony4aroT Tepanuio ot 1,5 mo 2 ner,
y OCTaJbHBIX JJIUTEIbHOCTH TOJIYYeHUS KoJebieTcs
or 1 Mec mo 1,5 roma. CpegHsisl TIPOIOJLKUTEILHOCTD
MpeObIBaHUS B CTallMOHape IJIsT TPOBEACHUST WHDY-
3uii coctaBiser ot 1 mo 3 aHeit. B 67% ciyyaeB MHDY-
3UM B paMKax (DepMEHTHOI 3aMeCTMTEJIbHOW Teparnuu
OCYIIECTBIISIIOT HEHPOXUPYPTH TIO MECTY TMpeObIBAaHUS
nalueHTa, ToJIbKO B 1 ciiyyae MH(pY3UU OCYIIECTBIISIIOT
HETOCPEeNCTBEHHO HeBposioru. Penko (toiabko B 17%
BCEX CJIydaeB) TMPOBOAUTCS YYeT KOJIMYECTBA IMPOKO-
0B pe3epByapa Owmaiisgd TIpy OCYIIECTBICHNU HHPY-
3UH, XOTS CIEIUATUCTBI CYUTAIOT, YTO 3TO HEOOXOTUMO
o1 MPOMUIAKTUKA WHMEKIMOHHBIX OCIOXHEHMUIA.
B cBoMX MHTEPBHIO Bpaun OTMEYAIOT CIEAYIOIINE HeXKe-
JlaTeJIbHbIE SIBJICHUST Tepaliui: BEHTPUKYJIUT Y 3 maiu-
€HTOB, TTOBBILIIEHUE TEMITEPATYPHI TeJia TTOCJIe BBEICHUS
y 2 ¥ TOIHOTa ¥ pBOTa y | manueHTa. Bpauu coobmmam
TaKke, 9YTO JOBOJILHO YacTO HapylmaeTcs rpaduk Mmpo-
BelneHusT nHPY3uii (B 44% Bcex ciaydaes).

B kauecTBe cummntomMaTUdeckoi Tepanuu 62% maim-
€HTOB TIOJIy4alOT caMmble pa3Hble MPOTUBOCYIOPOXKHBIC
MpernapaTbl 1 UX KOMOWHALMK (BaJbIIPOEBYIO KUCJIOTY,
JIeBeTHpaleTaM, JIAMOTPUIKWH, TOIMpaMarT, KJIOoHa3e-
nam u peHobapOUTaNT); KpOME TOTO, MPUMEHSIFOTCSI MUO-
penakcaHTBl 1 CHOTBOPHBIE CPEICTBA.

OTBevast Ha BOTIPOC, C YeM CBSI3aHbI TTO3THUE CPOKU
YCTAHOBJIEHUSI JMAarHo3a HEWPOHAIBHOTO ILIEPOUITHOTO
nurodycliMHO3a 2-Tro TUTIA U TI03IHEe Ha3HaYeHue dep-
MEHTHOI 3aMEeCTUTENIbHOM Tepamuu y HaOIogaeMbIX
MMM TTAIIUEHTOB, PECTTOHACHTHI AN OTBETHI, TIPEACTaB-
JIEHHBIE Ha puc. 4.

00cyxaeHue
ITpoBeneHHoe HamMu UcCcCleqOBaHMUE [OKa3alo,
YTO HEWPOHAJNbHBIM 1EPOUIHBIM JTUMO(GYCHUHO3

2-TO TUTIA Ha PaHHUX 9Taltax 3a001eBaHUsI JUArHoCTu-
8
7

BO3paCT ManveHTOB

pyeTcst HemoTHOCThIO. [TallMeHThI Ha HaYaJIbHOM 3Tarle
HaOJo1al0TC MeauaTpoOM WMJIM HEBPOJIOTOM amOyJia-
TOPHO B TIOJUKJIWMHUKE O MECTY KUTEJIbCTBA C pas-
JINIHBIMM IWaTHO3aMU HETeHETUYEeCKON 3TUOJIOTUU,
W BpauyM 4acTO He BMIAT MEPBBIX CUMIITOMOB, Xapak-
TePHBIX IJISI 3TOro peakoro 3aboseBaHusi. Kak mpa-
BUJIO, YCTaHABJIMBAIOT JMArHO3bl <«HE3HAUYUTEJbHAs
3a7iepXKKa peYeBOro pa3BUTUsI», «KOTHUTUBHBIE Hapy-
IIeHUs», «IMOBedeHUYeCKe HapylleHUs» W Ha3Hayda-
IOTCS TipernapaTthl 0e3 nokKa3aHHOUW 3(P(eKTUBHOCTU
B OTHOIIIEHWYW PeYeBBIX HapYIICHUI (3JIbKap, TIUINH,
nmaHtoram). [Ipy mepBOM SMMIETITUYECKOM TIPUCTYIIE
yalme BCEro TalWeHT TOCIMUTATU3UPYETCsS IO CKO-
pOIi TTOMOIIIY, MMPU 3TOM MPOMPUIb CTAllMOHAPA MOXET
OBITb Pa3IMYHBIM — OT TPABMATOJOTUU 10 MHOEKIM-
OHHOTO OTIEeJEHUsI B 3aBUCUMOCTA OT MHEHUS Bpauva.
He BceM mammeHTaM IOCje 3TOTO Ha3HAvaeTcsl 3JeK-
TposHUedamorpadusa, a TpoBoKausg (OTOCTUMY-
JISIe TpOBOAUTCSI TOIbKO B 1/3 ciydaeB, XOTsI OHa
Mo3Boyivyia OBl BBIIBUTH CHELU(MUUESCKUNA TSI Hei-
pOHAIBHOTO LIEPOMAHOIrO JUMO(yCIUHO3a 2-TO TUIIA
(doTomapokcu3MaabHbIA OTBET Ha HU3KUE YaCTOTHI
doTocTUMyIAIMU. MarHUTHO-pe30HAHCHAs TOMO-
rpadus TOJIOBHOTO MO3ra, KakK MpaBUJIO, TTPOBOIUTCS
peske BBUIY HEIOCTATOYHOM OCHAIlEHHOCTH, HeI0CTa-
TOYHOTO KOJIMYECTBA KBOT, HETOTOBHOCTHU POIUTEINEH
MpPOBOIUTh OOCHenOBaHNEe peOEHKY IIOJ HapKO30M.
CylecTByeT MPOTUBOpEeUre MEXIYy MHEHUEM Bpaueii-
BKCTIEPTOB, KOTOPHIE 3asBISIOT, YTO PETMOHBI B TTOJ-
HOW Mepe obecriedeHbl TEXHWKOUW TSI AUAarHOCTUKU
W TOCTYITHOCTD [T HACEJIEHUSI JTaHHBIX BUIOB UHCTPY-
MEHTAJIbHOTO O00CeqOBaHUS HAXOAUTCS Ha BBICOKOM
YpOBHE, W peajbHOW TpakTHKoW. OYeBUAHO TaKXkKe
OTCYTCTBHME CTaHAAPTU3AIUM 3aKJIIOUeHUI TI0 Mar-
HUTHO-PE30HAHCHOMW TOMoOTpaduu TOJOBHOTO MO3Tra
" 1o 3JieKTposHnedanorpadpuu. Tak, onmmcanne 3JeK-
TposHIIedaToTpaMMbl BApbUPYET OT MOAPOOHBIX AeTa-

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

Tonbl

==@==Bo3pacT HazHaueHNsI DP3T ==@==Bospact 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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JIEW T0 IPOCTOr0 YIIOMUHAHMS 00 OTCYTCTBUM DTS-
TudopmMHO akTUBHOCTU. HempaBuiibHasi TpakToBKa
MOJIy4EHHBIX JaHHBIX MarHUTHO-PE30HAHCHOW TOMO-
rpa¢un (B YAaCTHOCTU, OTMCAHUE aTPOPUUYECKUX
U3MEHEHUI B MO3Te) MPUBOIUT K yTpaTe crelupuie-
CKUX CUMIITOMOB 3a00JieBaHUSI U K 3aJepxKKe MmocTra-
HOBKHU auarHo3a. MakTU4ecKu MpH MOCTAHOBKE aUa-
rHO3a HEWPOHAJIBHOIO ILIEPOUTHOTO JUIMOPYCIIMHO3a
2-ro THUIa Bpayud OPUEHTHUPYIOTCS Ha KIMHUYECKYIO
KapTUHY W JaHHbIE TEHETUUYEeCKUX HCCAeIOBaHUM.
JIoBOJIBHO 4YacTO HE TIPOBOJAUTCSI MarHUTHO-Pe30-
HaHCHasi Tomorpadusi TOJOBHOTO MO3ra TMOBTOPHO
yepe3 OIpeneeHHOe BpeMsi, XOTS 3TO HcCieaoBa-
HUE B AMHAMMKE NaeT YEeTKYI KapTUHY HapacTaHUs
aTpoUUYecCKUX W3MEHEHUIN, OCOOEHHO 3aMEeTHBIX
B MO3XeuKe.

HecMoTpss Ha TO3UTMBHYIO AWHAMWKY B TIOCJEHI-
HUE TOIBI, Bpa4l CYUTAIOT, YTO MHMOPMUPOBAHHOCTH
HEBPOJIOTOB O 3a00JieBaHUM HAXOIUTCS Ha HeaoCcTa-
TOYHOM ypoBHe. He Bce permoHbl MOTyT OBITH B 10CTa-
TOYHOM Mepe OCBEAOMJIEHBI O IOCTYIMHOCTU TMpPO-
rpaMMbl OMOXMMUYECKON nuarHocTuku. OnipeneneHue
aKTUBHOCTU (hepMeHTa TPOBOAUTCS B JlabopaTopuu
HacJIeJCTBEHHBIX OoJie3Hell ooMeHa BemiectB PTBHY
«MenuKo-TeHeTUUeCKMIT HayYHBI LIEHTP WM. aKaje-
muka H.I1. BoukoBa». /locTaBka u uccienoBaHue Mpo-
BOJSITCSI O€cTJIaTHO ISl TTallMeHTa W MEIUIIMHCKOTO
yupexaeHus. He3HaHue 3TOro npuBOAUT K TOMY,
YTO POAMTENISAIM TIpeajiaraeTcst MpoOUTH HCCel0BaHNe
IUIATHO, OTIpaBKa OumomaTrepuanga KypbepcKOM CIyX-
00if MHOrAa OrulayMBaeTCsl OTHEJIbHO 3a CYeT Jieueo-
HoOro yupexnaeHusi. Huzkasi ocBemOMJIEHHOCTb O Heli-

YZ[OBJ'ICTBODI/ITCI[LHOG CaMOYyBCTBUE NMallM€HTa

YnaneHHOCTh MecTa MPOXKMBaHUA NMallUCHTa
OT IUArHOCTUYECCKOIO HEHTpPa

Orpanuuenust Covid19

HeroroBHOCTH pOle/lTCJ'ICI?I

HeﬂOCTyHHOCTb TEHETUYECKON TUAaTHOCTUKU

HecneunduuHocts cuMmnromaTuk/ KoMopouaHOCTh

OTCyTCTBI/Ie JTAHHBIX O OECTIATHOCTU TMarHOCTUKU

Huskas nHdopMUpoBaHHOCTH Bpayeii

0%

OPUINHAJIbBHbBIE CTATbU

POHAJIbHOM ILEPOUJTHOM JUMO(YCIMHO3e 2-T0 THUTa
KacaeTcss He TOJIbKO HEBPOJOTOB, HO M T€HETHKOB,
a TaKKe CTIelaJTuCcTOB MAarHUTHO-PE30HAHCHOW TOMO-
rpaduu B 4aCTH KOPPEKTHOM MHTEPIpPETALIMU PE3YThb-
TaToOB OOCIIEOBAHMUS.

B wumeanpbHOM BapuaHTe TAllMEHT C BBISBICH-
HBbIM HEWPOHATbHBIM LEPOUIHBIM JTUMODYCIUHO30M
2-To THUTIA TOJIKEH OBITh Cpa3y HampaBJieH B CTIiel[aiv-
3UPOBAHHBIN BKCHEPTHBIN IEHTP/IEHTPBl U TiepBast
KOHCYJIbTAIM TTOCJie YCTAaHOBJIEHUST TUarHo3a TOJKHa
MMPOBOAUTLCS BPauyoM, KOTOPBII MMEET OITBIT PabOThI
¢ takumu aetbmu [3]. Pomurtenu mOJKHBI MOJYYUTh
MOJIHYI0O WH(MOpPMALKMIO IO 3a00JIeBaHUIO, a MYJIb-
TUANCHUIUIMHAPHAS KOMaHIa CIEeUNaIucTOB OyIeT
HaOJII0AaTh W JICYUTh 3TOTO MAllMeHTa B JaJbHEIIeM.
V Hac B cTpaHe eCTh OTAeJIbHBIE Bpauyl, KOTOPbIe MOTYT
nmpodeCcCUOHATbHO OIEHUTh COCTOSTHUE TIalieHTa,
MpoBeCTU Oeceny U OCYIIECTBUTh (DEPMEHTHYIO 3aMe-
CTUTENIbHYIO Tepanuio. Ho MyJbTUAMCIUTUTMHAPHBINA
MOJIXOJ OCYIIECTBUM TIOKa TOJBKO Ha YypoBHe (eme-
panbHBIX LIeHTPOB (Poccuiickas neTckasi KIMHUYeCcKast
0oJbHMIIA) U KPYMHBIX 00JbHUIL (MOCKOBCKO# ropoj-
CKOW JeTCKOW KJIMHMYecKoi OonbpHMIbI). Llemoct-
HbIi W MYyJIbTUAUCHUTUIMHAPHBIA TIOAXOA JOJIKEH
MPUMEHSAThCI K MalMeHTaM ¢ HeWpOHaJbHBIM IIepPO-
WIHBIM JIMMOMYCUMHO30M 2-TO TUMa Be3le, Tae 3TO
Bo3MOxXHO [3]. BaxkHa Takke sMolLIMOHaJbHAas U TICH-
XOJIoTMYecKasi ToJAepXKa ceMeil, B TOM 4HcClie TPo-
deccroHaabHas.

Henocrarouno vacto mucnomnbdyercs Illkama kauHU-
YeCKOI OLIEHKM HEeWpPOHAJIBLHOTO LIEPOUITHOTO JIUITOpYC-
1IMHO3a 2-ro Thma (Tabs. 3), KoTopasi mpocTa B IIpoBee-

e 3%

mm 3%

. 5%

s (3%

e (3%

e 5%

I 5%

I 35%

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

Puc. 4. OrBeTbl Bpayeil HA BONPOC O MPUYMHAX TO3/HEN JUATHOCTHKH HEHPOHAIBLHOTO IEPOMIHOro JMNMOGyCIHHO3a 2-T0 THNA
M MO3/IHEr0 OCYIIECTBIeHHs (DePMEHTHOM 3aMeCTHTEIbHOM Tepanuu (MPOIEHT OT 00Iero Yucia oreeToB). CocTaBieHO 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. AHaIIM3 TPYIHOCTEI TMArHOCTMKHM Y TALIMEHTOB € HEPOHAIBHBIM LIEPOUIHBIM JIMITODYCLIMHO30M, TUTT 2

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

Ouenka
Oo6aacth 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 HEBPOJOTUYECKOTO
cTaTyca MalyMeHTa, B TOM YHUCJe TIPU TOJIydeHuHn Gep-
MEHTHOI 3aMecTUTebHOM Teparmu. Illkama kKimHWYe-
CKO OIIEHKM HEWPOHATBHOTO IEPOMIHOTO JUITOPYC-
1IMHO3a 2-TO TUIa pa3paboTaHa Ha ocHoBe ['amOyprckoii
IIKaJIbl OLEHKU MO3IHETO MH(MAHTUILHOTO HEMpOHAb-
HOTO 1epounHoro nunodycunHosa. CraHmapTU30BaH-
HYIO CHUCTEMY OLIEHKM MOXHO TPUMEHSTh IS TTOJY-
YEeHWSI KOJIMYECTBEHHOM OLIEHKU TMPOTPecCUpOBaHUs
3a00J1eBaHUS] B MOMEHT TTOCTAHOBKM JMATHO3a U C LEJIbI0
KOHTpOJISI yracaHusl (DYHKIIMIA ¢ TeUeHUueM BpeMeHHU [7].
B 1mikasne BeIIESIOTCS 2 IEPBUYHBIX KPUTEPUST — IBUTA-
TeJabHasA QYHKIWS U pedb, TOTIOJTHUTETBHO MOXKHO Olle-
HUBATh ellle 2 BCIIOMOTaTeIbHBIX KPUTEPUSI — CYIOPOTH
U OCTPOTY 3PEHMSI.

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

JlmuTebHAsT TTaTOreHeTUYecKast Teparus LepIuoHa-
3011 ab(a TakkKe MTOJKHA MPOBOIUTHCS OMBITHOM M KBa-
JUGULMPOBaHHON KoMaHIol Bpadeii [8]. [Tpenapar B PO
He 3aperrCTpUpOBaH, TPUMEHSIETCS TI0 CIelUaTbHOMY
paspemeHio M3 PD mocyie MoiIoXUTETbHOTO 3aKiToue-
HUS KoHcwiamyMma (enepaibHoro neHrtpa. Ciemyer obpa-
aTh BHUMaHWE Ha COOJIOAEHWE WHTEPBAJIOB MEXIY
WHDY3USIMA ¥ HETOMYCTUMOCTh TIEPEPBIBOB B Teparivu,

TaK KaK HapylleHue pexXuma JIeYeHUsI COMPOBOXKIAETCS
MOTEHIMAIbHBIM PUCKOM YXYIILIEHUSI COCTOSIHUS TIall-
€HTa W TPOTrPECCUPOBAHUSI CUMIITOMOB HEMPOHAIBLHOTO
HepouaHoro JuIodycinHo3a 2-ro Tumna. OCHOBHBIM KT -
HUYECKM 3HAYMMBIM TTOOOYHBIM 3((heKTOM (hepMEHTHOM
3aMECTUTENIbHON Tepanuu sBISIIOTCS  OaKTepHualibHbIC
MEHUHTUTBI, BEHTPUKYJIUTHI TTOTOMY BOTIPOCHI aCENTUKHU
MpU MHTpaTEeKaJIbHOM BBEACHUM Mperapara ype3BblYaiftHO
BaxKHBI. Teparust ocyecTBIsIeTCsI TOXKU3HEHHO, TTIO3TOMY
TaK BaXKHBI pa3IMYHbIE aCTIEKThI €€ Oe30MaCHOCTH U aJleK-
BaTHOM OlLIeHKM ee 3((HEKTUBHOCTH.

BbiBOoAbI

1. DddexkTuBHOCTh (EPMEHTHOI 3aMeCTUTETbHOM
Tepanuy TPy HEUPOHATBLHOM IIEPOMITHOM JIMTIO(DYCIIN-
HO3€ 2-TO TWIIa B 3HAYMTEJIBHOU Mepe OIpeNeIsieTcs ee
paHHUM HayvajoM.

2. Jlnsg paHHero Havajna (hepMEHTHOM 3aMeCTUTEIIb-
HOI1 Tepanuu HeoOXoanMa WH(OOPMUPOBAHHOCT Bpayeii
(TleqmaTpoB, HEBPOJIOTOB, TEHETUKOB) KaK O caMOM 3a00-
JIeBaHUU, TaK W COBPEMEHHBIX METOIAX €ro JMarHoc-
TUKU. OnpeaesieHre aKTUBHOCTH (hepMeHTa TPOBOIUTCS
OecIjlaTHO METOIOM «CYXOTO TIITHa», WU OTBET Oyner
noJryyeH ObicTpo. Heobxonmmoe ycinoBue st odbecreve-
HUST (PepMEHTHOI 3aMECTUTENILHOM Teparmeil U TeHeTH -
YecKoe TeCTUPOBaHME.

3. InarHo3 HEPOHAIBLHOTO 1IEPOUTHOTO JIUTTODYCII-
HO3a 2-TO THUIa HY>KHO TIPEIITOIOXHUTD Y JII0O0To pebeHKa
C 3aJepKKOM peueBOTo Pa3BUTHS, €CIM Y HETO pa3BUBa-
eTCSl HEeCIPOBOLIMPOBAHHBIN SIMUICTITUUECKUI TIPUCTYII,
MOTYT TaKKe BOZHUKATD (heOPUITbHBIE CYTOPOTH.

4. JwnHamMmnyeckoe HaOmoneHue pebeHKa ¢ aua-
THO30M HEWPOHAIBHOTO LIEPOUIHOTO JHUMOMYCIIMHO3a
2-TO TWMa, OCYIIECTBIeHUEe (hePMEHTHOM 3aMeCTUTEIb-
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KimHuKO-reHeTHYECKHME BAPUAHTDI EPBUYHOM UJIUAPHOM JUCKUHE3HUH Y JeTei

A.A. Hosak, 10.JI. Mu3sepruuruii

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
BOCIAJIUTEIbHOMY MOPAKEHHIO PECIIMPATOPHOTO TPAKTA, OPraHOB CIyXa M HapyueHuo ¢epruiabHoil pynkuuu. B craTee mpen-
CTaBJIeHbI MpeaBapuTe/bHbIe Pe3yJbTAThl MPOBOAUMOrO B KIMHMKE MCCJIEAOBAHUS, HANMPABJIEHHOTO HA BO3MOXKHOCTb MPOTHO-
3UPOBAHUS KJIMHHYECKOTO TedeHHsl 3200JIeBaHUS B 3aBHCHMOCTH OT reHeTHYECKHX BAPUAHTOB 3200JeBaHMS. DTO MO3BOJISAET
NpPH CBOEBPEMEHHOI TMATHOCTHKE NMEPCOHAIM3UPOBATH MOAXO0/ K JIECYEHHIO JeTeil ¢ TAKUM HMHBAIMIN3UPYIOMIUM 3200]IeBAaHHEM,
KaK NepBUYHAS HUIMAPHAS JUCKUHE3HUs.

Lean uccnenosanus. Onpenesenne KIMHUKO-TeHeTHYECKUX BADUAHTOB NEPBHYHON HUINAPHOI TUCKUHE3NH 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 HMIMAPHOTO SMUTEIUS CIM3UCTON 000JI0UKH JbIXATEJbHBIX MyTel W Mpole UM
HCCJIeIOBAHNE DK30MA.

Pe3yabrarsl. BolsiBleHbl XapaKTepHble 3aKOHOMEPHOCTH NMOPAKEHHsI OPTAHOB MUILIEHel, mpeodiajaomue 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 NMEPBHYHYIO HIINAPHYIO TMCKHUHE3NIO AKTy-
AJIbHO C LEJIbIO He TOJIbKO MOATBEPKIAeHHs 3200J1eBaHKs, HO ¥ TIPOTHO3UPOBAHKS €T0 TeYEHHs.

Karoueesvte caosa: demu, nepeuHas yuAUapHas OUCKUHe3Us, KAUHUKO-2eHemuyeckue sapuanmot, cunopom Kapmaeenepa, o6pammuoe
PACRONOJICEHUE BHYMPEHHUX 0OP2AHO8, MY20YXOCb.

Ansa untmposaums: Hosak A.A., MusepHuukuii 0.J1. KnuHuko-reHeTndeckme BapuvaHTbl NepBUYHON LMINaPHOW ANCKUHE3UN Y AeTeul.
Poc BecTH nepuHaton n neauatp 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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pOBaHMEM XPOHUYIECKOTO BOCTIAJTUTEIILHOTO TIpollecca,
a Takxke HapyuieHueM depTuibHOCTH (Oecruionue,
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MPEeUMYIIECTBEHHO MYXKCKOe, BJKTOoNHuueckue Oepe-
MEHHOCTHU y XkeHIrH). Oxoio 50% mammeHToB ¢ Tep-
BAYHOW UMINAPHOW MOUCKWUHE3UEW UMEIOT TOJHOE
WIN HETIOJIHOe 00paTHOE paCITOJIOXKEHUE BHYTPEHHUX
opraHos [1-3].

IMepBuuHas nuIMapHast TUCKUHE3UST — peaKoe 3a00-
JIeBaHUE, PACIIPOCTPAHEHHOCTb KOTOPOTO KOJeOseTcs
or 1:2200 mo 1:60 000. IIupoxwuii pa3dpoc JaHHOIO
MoKa3aTesisi MOXET ObITh OOYCIOBJIEH KaK pa3IMuusIMU
B KPUTEPUSIX JUATHOCTUKU U TEXHUYECKUMU acIeKTaMU
ero pacyera, Tak W TOMYJSIIMOHHBIMU OCOOEHHOCTSIMU
(reorpacuveckoil JIOKalIu3alueil pasIuYHbIX BUIOB
MyTallMi, 9aCTOTOI KPOBHOPOICTBEHHBIX OPaKoB U T.1.).
Tak, cpenyt eBpONENCKUX CTpaH caMasl BBICOKasl pac-
npoctpaHeHHOCTh Ha Kurmpe, 1:9000, a camast Hu3Kast —
B Octonuu u bosrapun, 1:60 000 geteit [2].

B ximHUYecKoOl KapTUHE y MallMeHTOB C TePBUY-
HOW LIUJIMapHOM TUCKUHE3Wel Ha MePBHIA TJIaH BBICTY-
naeT paHHsIsI MaHUGeECTalusi CUMIITOMOB TOTaJILHOTO
MOpaXXeHUsT PecIUpaTOpHON cUCTeMbl. TUMUYHBIE
MaToJIOTUYeCKre TIPOSIBICHUS: BIIaXHBINA  KallleJib
C THOWHOW MOKpPOTOM, spKasi KapThuHa (hU3UKaJTbHBIX
U3MEHEHMI B BUJIE MHOXECTBA PACCEIHHBIX pa3HoOKa-
JIMOEPHBIX XPUTIOB B JIETKUX, JbIXaTeJIbHasT HeIOCTa-
TOYHOCTb, PEUWAUBUPYIONINIT XapakTep WHGHEKINI
BEPXHUX M HIKHMX JBIXaTeJIbHBIX TyTeil, 6eCroKos-
IKUX yXe ¢ MEPBBIX CYTOK XU3HU. B yacTHOCTH, paH-
HUM TIPOSIBJIEHUEM TIEPBUYHOM LMJIMAPHON ITUCKH-
HE3UU MOXKET OBITh HEOHATaJIbHBIN pecCTMpaTOPHBIN
NUCTpecC-CUHAPOM HesicHoro reHesa [3, 4]. CrerneHb
TSKECTH W MPOSIBICHUST JAHHOTO HapyIIeHWS MOTYT
BapbUpOBaTh OT TPAH3UTOPHOTO TAXUITHOD, HAUYM-
HaIIEerocsi BCKOpPE TIOCiIe POXAECHUS M CaMOCTOSI-
TEeJIbHO pa3pelIamlnerocs B TedeHUe 5—7 qHel, BIJIOTh
IO IUIMTEJIbHOW KMCIOPOI03aBUCUMOCTU B TeUeHUE
HecKoJIbKUX Henelb [4]. [lepBbIM NposiBieHUEM, yKa-
3BIBAIOIIMM Ha HaJW4YWe MEePBUIHON HUIUAPHON TUC-
KWHE3UM B HEOHATaJIbHOM TIEPHOIE, MOXKET CIYXKUTh
TaKKe ITHEBMOHMS WJIV THEeBMOTOpakce [5].

OPUINHAJIbBHbBIE CTATbU

B HacTostiiee BpeMst HET eIMHOIO METOJAa — <«30J10-
TOrO CTaHIAapTa» AUATHOCTUKKM MEPBUUYHON LIMJIMAPHON
MUCKUHE3WM, IMarHo3 YCTaHaBJIMBaeTCsl Ha OCHOBa-
HUM XapaKTepHO KIMHUYECKON KapTWUHBI B COUeTaHUN
C pe3yabTaTaMy CHelUUaIbHBIX MCCIeNOBaHUN, K KOTO-
PBIM OTHOCSITCSI CJISYIOIIIME:

— OIlIEHKa YPOBHS OKCHJIA a30Ta B BbIIbIXaEMOM BO3-
nyxe [6];

— OlEHKAa TIOABMXXKHOCTU LWJIMAPHOTO SIUTEUS
MyTeM BBICOKOCKOPOCTHOTO BHJI€0ACCUCTUPOBAHHOTO
MUKPOCKOTIMYECKOTO aHaJu3a, TPU KOTOPOM aHaJIM3U-
pyeTcsl yacToTa 1 MaTTepH OMEeHMsT peCHUYEK B Ouorirare
W3 TIOJIOCTY HOca uiau 6poHxa [7];

— BJIEKTPOHHAs MUKPOCKOITUSI OUOoNTaTa U3 MOJOCTH
Hoca i OpoHxa Jnbo cnepmMaTo3ouaa (IJIs1 BHISIBIEHUS
aHoOMaJIMii ux crpoeHust) [8];

— BBICOKOI'O pa3pelieHuss UMMYHO(IyOpeCIeHTHBII
aHaJIN3 HUJIMAPHOTO IruTenus [9];

— MEJMKO-TeHEeTUYeCKoe 00cieoBaHue.

BBuay TpynHocTeit B moaxojie K IMarHOCTUKE U CYyOb-
eKTUBHOCTM METONOB BepuduKauuu 3a00JeBaHUs,
OTCYTCTBUSI CTAHIAPTU3MPOBAHHBIX KPUTEPHUEB TOCTA-
HOBKH JIMarHo3a, 0COOEHHO TP TMOJYyYeHUM TTOrpaHuyd-
HBIX 3HAYeHMI 00CJeNoBaHUSI, UMEHHO MOJIEKYJSIPHO-
TEHEeTUYEeCKUE METOIbl TOCTeTIEHHO MpPUOOpeTaT
pemiaroiiee 3HaueHUWE B BepuUKALMU JUarHo3a IMep-
BUYHON LIMJIMAPHOW TUCKUHE3UMU.

B Hacrosiiiee Bpemsi MyTallMu, BbI3bIBAIOIIME TEep-
BUYHYIO LIMJIMAPHYIO TMCKUHE3UIO, NISHTU(ULIMPOBAHBI
B 47 renax. /laHHBIe MyTallMM BO3MOXKHO CTPYHIITMPO-
BaTh IO TEM CTPYKTYpaM, KOTOpPbIe OHU KOAUPYIOT, JIMOO
o mpoleccaMm cOopku 1mmwmmn. TakuMm oOpa3oM, BEIIE-
JISIIOT MyTallMM B TeHaX, KOAUPYIOIIMX OeKU TMHEUMHO-
BBIX py4YeK, paauajbHBIX CITHII, IIEHTPaJIbHOTO aIapara,
HEKCHUHOBBIX CBSI30K (CM. PUCYHOK), U O€IKU, 00YyCIOB-
JINBAIOIIIME HOPMaJIbHYIO COOPKY pECHUYEK.

JIMHEHOBBIE PYYKN B TTOABMKHBIX pECHUYKAX IPEI-
CTaBJISIIOT COOOI JBYIJIaBble CTPYKTYPHI, CoIepKaliue
nBe Tsekesble nenu auHeuHa (DHC), y u B, a Takke aBe

B W M

~ & O

Pucynok. CTpyKTypa akcoHeMbl peCHUYKH B HOpMe (IT. 1o [2]).
1 — MukpoTpy00uKH A; 2 — MUKPOTPYOOuKH B; 3 — nenrpanbhas napa; 4 — 000J109Ka HEHTPAILHOI NAPBI; 5 — HEK-
CHHOBAsI CBSI3Ka; 6 — panuaibHasi CMIA; 7 — HAPYKHbIE JUHEMHOBbIE PYYKH; 8 — BHYTpPeHHUE THHEHHOBbIE PYIKH.

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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npoMexyTtouHbie jerkue menu [10]. B sanutenumanbHbIX
KJIETKaX, BBICTUJIAIONIMX JblxaTesabHble myTtH, y-DHC
komupyetcst Tonibko DNAHS5 (Dynein Axonemal Heavy
Chain), Torna xak B-DHC komupyercsi omHUM U3 IBYX
reHoB. DNAHI11 win DNAHY. BHemHue TWHEWMHOBBIE
pyuku (ODA), comepxaiiue TSDKeTyl 1elb aKCOHEMBbI
nuHenHa 11 B-DHC (xomupyemyio renom DNAHII),
MPUCYTCTBYIOT B MPOKCUMabHOU yacTu pecHruuek (ODA
tan 1), B TO BpeMsl KaK BHEUIHUE TUHEWHOBBIE PYYKH,
colepxXalle TsOKeJyl 1elb aKCOHeMbl JuHeruHa 9
(konupyemyio reHom DNAHY), NpUCTBIKOBaHBI K JUC-
TtanbHO vactu pecHuuyek (ODA Tum 2) [11]. U3 atnx
TpeX BapMaHTOB MyTalluii TMHeWHa BapuaHTel B DNAHS
BBI3bIBAIOT CaMble TSDKEJIble M3MEHEHMSI B TaTTepHax
OueHUsT peCHUYEK, B TO BpeMsl Kak myrauuu B DNAHY
MIPUBOIAT K caMbIM MSTKMM u3MeHeHusM [12]. Pec-
HUYKU PECTTMPATOPHBIX MUTEINATBHBIX KJIETOK Y Mallk-
eHTOB ¢ MyTausimMu B DNAHS5 1160 HenoABUKHbI, JIMOO
UMEIOT HU3KYIO aKTUBHOCTH [13]. Myrtaunu B DNAHI1,
Hao000pPOT, TOJIBLKO CHUXAIOT aMIUIUTYAy OMeHUI pecHU-
yek W yBeaumuuBaroT ux yactory [14]. [Ipu stom myra-
munu DNAH9 xapakTepusyloTcsl M3MEeHEeHueM u3rubda
NUCTAJIbHOW 4YacTW pecHUYeK 0e3 0co0Ooro BIMSIHUS
Ha xapakTtep ux oueHwusi [12].

WccnenoBaHue KIETOK PECNIUPATOPHOTO STUTETUS
C TIOMOILBIO TIPOCBEUYMBAIOLICH 3JIEKTPOHHOM MUKPO-
ckomuu 1mokasajo, 4To ODA oTCyTCTBYIOT ITO Beeit ITHe
peCHMYEK y TAllMEHTOB C MyTainusMu 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 MoryTr ObITh OOHa-
PYKEHBI C MOMOIIBIO KJIACCUYECKOW MPOCBEUMBAKOLIECH
9JIEKTPOHHOI Mukpockonuu [15]. PecHuukm ¢ otcyT-
CTBYIOIIMMU WM YKopouyeHHbIMM ODA Takxke ciy-
JKaT XapaKTepHbIM TMPU3HAKOM TEPBUYHON LIMIMAPHOM
NUCKUHE3UU, BbI3BAHHOW MyTauusiMu B reHax DNAIT
(Dynein Axonemal Intermediate Chain) u DNAI2[16].

CreikoBouHBle Oenku ¢ muHemHom ODA pacripe-
NeJIEHbl PETYJIIpPHO, Kaxnble 24 HM, BIOJb HapyKHBIX
MMKPOTPYOOUeK 1y0JIeTOB, 3a UCKITIOUYEHUEM JIUCTATbHOTO
KOHI1a pecHUYKH [17]. B mpukperjieHnn BHEITHUX TUHEU -
HOBBIX py4eK K MUKpPOTpyOOUKaM ydyacTByeT Habop Oe-
KOB, 00pa3ylollNX CTHIKOBOUHBIM KOMIulekc. MyTtaiuu
B T€Hax, KOAMPYIOIINX CYObEAMHUIIBI CTBIKOBOYHOTO KOM-
iekca ODA, npuBoasT K cOOpKe peCHUYEK, JUIIEHHBIX
ODA. [To1HO3K30MHOE WJIH TTOJTHOT€HOMHOE CEeKBEHUPO-
BaHue obpasioB JIHK, mosydeHHBIX OT TTAalLIMEHTOB C TIep-
BUYHOW UWJIMApHOW JMCKMHE3UEH, Y KOTOPBIX HCKIIIO-
yuTeabHO OTCYTCTBYIOT ODA, BBISIBWIO Cpeiau MpoYyero
MyTalluy ¢ ToTepeil (yHKIIMU B CJIEAYIOIIMX JIOKYyCax:
CCDC114, CCDCI51, ARMC4w TTC25(18, 19].

MMmyHOMIyopecieHTHbIE McClieoBaHus TTOKa3alu,
YTO B KJIETKAX PECIIUPATOPHOTO SITUTEIUST OCJIKU, KOIM-
pyeMble 3TUMU TeHaMU, JIOKAJIU3YIOTCS B aKCOHeMax
pecHuueK. MyTtaiuu ¢ norepeit QyHKIIMKA BO BCeX Iepe-
YUCJIEHHBIX JIOKYyCaX UMEIOT CXOAHbIe (hPeHOTUTTUYECKUE
npusHaku. McciienoBaHus ¢ MOMOIIBIO BBICOKOCKOPOCT-

HOW BUIE0ACCUCTUPOBAHHON MUKPOCKOIWM TTOKa3aju,
YTO PEeCHWYKM, KaK MpaBWJIO, HETIOABUKHbBI WU PEIKO
NEMOHCTPUPYIOT OCTAaTOYHbIC TTOJACPTUBAHMSI.

B GosbllioM mpoliegHTe ciiydyaeB y JIofei, cTpagaroniix
NEPBUYHOM UWJIMAPHOM JUCKUHE3UEH, XapaKTepu3yro-
1elicss OTCYTCTBUEM Hapy>KHbBIX M BHYTPEHHUX JMHEWHO-
BBIX py4yeK (110 JaHHBIM MPOCBEUMBAIOIICH 3J€KTPOHHOM
MMKPOCKOITH), TeHETUYECKNE TeCThl HE BBISBWIM MyTa-
Ui B TeHaX, KOAMPYIOIIUX CYObeAMHULIBI 3TUX CTPYKTYD,
a OOHapyXXWIM MYyTallMI0 B Te€HaX, KOAMPYIOIIUX IIUTO-
T1a3Matuiyeckre 0esiky (HasbiBaeMble (hakTopaMu cOOpKHU
akcoHeMbl nuHenHa, DNAAF). Otu Oenxku neicTByoT
Kak KO-IIarepoHbl BO BpeMsl TpeaBapyUTEIbHONM COOPKU
JMMHEVMHOBBIX py4yeK U OeJIKOB, UTPAIOIIMX POJIb B Ipe/iBa-
PUTEILHON COOpPKe WJIM TPAHCIIOPTE NTUHEMHOBBIX pyveK
K pecHnykaMm. Jluiia ¢ mepBUYHON ITWJIMApHOW TUCKU-
HE3MeU, BBI3BAHHOW MyTalleil B MAHHBIX TeHaxX, WUMEIOT
HETIOABUXKHBIE PECHUYKHU, KOTOPbIE JTMOO JIMILIEHBl BHEII-
HUX 1 BHYTPEHHUX TMHEMHOBBIX pyYeK, TMOO MMEIOT BbIpa-
>KeHHBbIE 1e(heKThI 3TUX CTPYKTYp [20, 21].

Jluma ¢ mnepBUYHON UMIMAPHON NUCKWHE3UEH,
BBI3BAaHHOUW MyTallMsIMM B T€HaX, KOAWPYIOIIMX KOMIIO-
HEHTBHI paIMalbHbBIX CITUII, TTOJO0HO JUIIaM C MyTalluein
0eKoB, OOpasylollMX IIEHTPAIbHbBIN anrapar, UMEIT
BCE CHMIITOMbI 3a00JieBaHUsI, 32 UCKIIOYeHUEM nedeK-
TOB Jarepaiu3auuu. Mopdojornuecku paauaabHbIe
CTIMIIbI HATIOMUHAIOT 3arjaBHY10 OYKBY «T» 1 MOTYT OBITh
pasnesieHbl Ha 3 4acTu:

* CTepX€Hb, KOTOpPBIN TpUKpEIuIsieTcss K Tepude-
puyecKoMy 1yOJeTy MUKPOTPYOOUYEK M TSHETCS K IIeH-
TpaJbHOMY arrapary;

* TOJIOBKA, caMasi IUCTajbHasl YacTh JIy4e€BOM CIUIIbI,
KOTOpasi MOXET B3aMMOJIEMCTBOBATh C BHICTYIIAMU 1IEH-
TpaJbHOTO arrapara;

* 11Iefika, COeIMHSIONIAs CTBOJ U TOJIOBKY.

MyTtaumu B 5 reHax, KOTUPYIOIINX OeJIKA pagyaJIbHBIX
CIMUII, aCCOLMUPOBAHbI C TMIEPBUYHON IMJIMAPHOM TMCKU-
He3uel. DTo TeHbI, KOTUPYIoIIne CyObeTMHUIIBI TOJTOBKI
panuanbHoii cniutibl: RSPHI, RSPH4A w RSPHY; cyone-
MUHUILY CTEPKHS paauanbHOl criviibl — RSPH3 v cyOb-
eIMHUILY IIEeWKW paguaibHOi criibl — RSPI6 [22—26].

BricokockopocTHast BUIEOMUKPOCKOTIHS KJIe-
TOK HOCOBOTO BMUTEIWS Y JIMI, MMEIIUX MyTaluu
B RSPH4A wn RSPH9, noka3ayia, YTO peCHUYKU ObIOTCS
C MEHbIIE YacTOTOM M MMEIT aHOMAaJIbHBIN Xapak-
Tep OueHust (Kpyrosble nBuxkeHUs). B ciyuae myrtammii
B reHax RSPHI w RSPH3 pecHUYKM OBIOTCS HE TOJIBKO
C MEHBIIIEN YaCTOTOM, HO W C YMEHBIIIEHHOU aMIUIUTY-
oM. AHaJIM3 C KCIOJb30BAaHMEM KJIACCUYECKOM Ipo-
CBEUMBAIOIIEH  BJEKTPOHHOM MUKPOCKOTIUM  TTOKa-
3ay, 4yro Gosiee 50% mMoONMepeYHbIX CEYeHU pPEeCHUYEK,
MO-BUAMMOMY, MMEIT HopMajibHyl (9+2) opraHu3za-
110, B TO BpeMsi KaK OCTaJIbHbIE PECHWYKHW JIMIIEHbI
HeHTpajabHoro arnnapata (9+0) uin UMeT 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 MyTallMd B TPEX IeHax, MPUBOASIIMX K pas-
BUTHIO TIEPBUYHON IIUIMAPHON NMCKUHE3UU, a UMEHHO
B reHax HYDIN, SPEF2u CFAP221 [27-29]. ¥ nanueH-
TOB C MEPBUYHON [UJINAPHOU AIUCKUHE3NEN U MyTalluen
B reHe HYDIN nipakTu4yecky He CHUXKAeTCs yacToTa oue-
HUS peCHMYEK, a ¢ MyTanueil B reHax SPEF2 v CFAP221
HE3HAYUTEIbHOE CHIKEHNE YacTOThl COIPOBOXIACTCS
NUCKOOpAMHALIME! OueHUsT ¢ yMEHbIIeHWEeM aMILIv-
TYIbl IBVXKEHUS. AHAJIM3 3TUX PECHUYEK C TTOMOIIbIO
MPOCBEUYUBAIOIIEH BJIEKTPOHHON MUKPOCKOIIMY BbISIBUII
00BIYHO HOpMaJibHYIO (9+2) opraHu3alMio CTPOCHMS
akcoHeM [27, 28].

HekcuHoBble  CBSI3KM  ObUIM  BIIEPBBIE  OIHU-
caHbl KaK MOCTOBUJIHBIE CTPYKTYPbI, COEIUHSIIO-
M€ JBa COCENHUX HAPYXHBIX MMKPOTYOYJISIPHBIX
nmymieta [30]. IlokazaHo, 4TO MyTalMM B TpeX TeHax,
KOIMPYIOIIUX CYOBeTUHUIIBI HEKCUHOBBIX CBSI30K (DRC1/
CCDC164, DRC2/CCDC65 n DRC4/GASS), BBI3BIBAIOT
MEePBUYHYIO LIWIMAPHYIO nuckuHesuto [31—34]. [1pu npo-
BEIEHUM TPOCBEUMBAIOIIEH BJIEKTPOHHOW MUKPOCKO-
MUK Yy JIOJIel ¢ MyTallMsIMU B TaHHBIX TeHaX He OOHa-
PYXUBAIOTCSI SIBHbIE aHOMaJIMM CTPOCHUSI PECHUUEK,
OJIHAKO TIPU TIIATEJILHOM M3yYeHUU CPe30B BO3ZMOXKHO
BBISIBUTh OTCYTCTBUE CBSI30K, COKpallleHUEe YMCciia BHY-
TPEHHUX AUHEWHOBBIX pyuyeK U CMEIIeHWE HEKOTOPBIX
nepudepudeckux ayruietoB [31]. nst unpeHTUGUKAIMN
TaKUX HE3HAUYUTEJbHBIX U3MEHEHUI B peCHUUYKaX Tpe-
OyeTcsl eTaJibHOE MCCIIeI0BaHUE NaHHBIX 2JIEKTPOH-
HOIf MMKPOCKOMHWU C TIPUBJICUEHUEM OITBITHOTO AWa-
rHocTta. Kpome Toro, cienyetr uMeTh B BUIY, YTO JaxXe
Yy 3I0pPOBBIX JIIOAEH BCTPEUYAIOTCS PECHUYKHU CO CMe-
IEHHBIMU TIepudepruyeckKuMm IydjieTaMu, a TakKxke
TO, UTO HE BCE HEKCHHOBBIE CBSI3KM XOPOIIO BUIHBI
Ha TMOTepeYHbIX cpe3ax peCHUYEK (B OOJIBIIMHCTBE CIy-
YyaeB Ha HUX MOXHO 0OHapyXUTh TOJBKO OT 1 10 4 HeK-
CUHOBBIX CBSI30K) [35].

HecmoTpst Ha TpyIHOCTb NETEKIIMM aHOMAJIU B HEK-
CUHOBBIX CBSI3KaX, MyTalluM B 3THUX TeHaX BbI3bIBAIOT
SIBHbIE W3MEHEHMs] OMeHus pecHuYekK. MUKPOCKOIUS
WIMAPHOTO 3MUTEJNS y TIAlIMEHTOB ¢ MyTallMei B TeHax
CCDC164vm CCDC65 nmokasbIBaeT, UTo Y JIUII C TIEPBUY-
HOM 1IMJIMapHOI AUCKUHE3Mel peCHUYKU ObIoTCs ¢ Oosiee
BBICOKOI 4acCTOTOM, YeM y 3I0poBhIX Jonei [32]. boiee
TOTO, PECHUYKU KaXKyTCsI PUTUIHBIMU 1 TUTIEPKUHETUYE-
CKMMM, a aMIUTATYya UX OMEeHUit cerka cHuxkeHa [31].

Mytauun reHoB OenkoB MCIDAS (6Genku Kie-
TOYHOTO IIMKJIa, aCCOLIMMPOBAHHBIN C MYJIBTUIIAJIME-
Boit nuddeperHuuponkoit u cuntezom JJHK) u CCNO
(uukauH  O) 3HAUUTETBHO CHUXXAIOT KOJUYECTBO
COOpaHHBIX peCHMYEK. Y JIUIl C MYTallUsIMU B 3TUX
reHax HapylleHUs] MYKOLIMJIMApHOTO KJMpeHca aHa-
JIOTUYHBl MYTaUMSAM Y JIUL, CTPaJaloLIuX MEePBUYHON
HUJIMapHONW AMCKUHe3uei. JleTaqbHbli aHaInu3 KJIETOK
pPECMpaTOPHOTO STUTENUs, TOJYYEHHBIX TpU OUOII-
cuu, Tokasas, 4to y Jull ¢ mytaumeir reHa MCIDAS
KOJIMUYeCcTBO 0a3ajibHbIX Tejell 3HAYUTEeJIbHO CHUXEHO,
a cpe/iu TeX, YTO UMEIOTCS B KJIETKE, HEKOTOpbie 0a3alib-

OPUINHAJIbBHbBIE CTATbU

HbIE TeJIblIa He TIPUJIETalOT K alMKaJIbHOM MTOBEPXHOCTH
KJIETKU. BcnenacTBre 3TOro pecnupaTopHbIe SMUTET-
aJbHbIe KJIETKU JINIIEHBI PECHUYEK WU PEIKO UMEIOT
TOJIbKO 1—2 pecHuuku. 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
HaOJ0JAl0TCS B KJIETKAX PEeCIUPATOPHOTO SIMUTENNS,
MOJYYEHHBIX TPU OWOTICUM OT JIIOAEH ¢ MyTalusiMKU
rera 6ea1ka CCNO, HO B 3TOM ciiydae COOpaHHEBIE pell-
KHW€ PECHUYKHM HMMEIOT HOPMAJbHYIO YIBTPACTPYKTYPY
n xapakrep ouenus [37]. TakuMm oOGpa3om, pa3TUdHBIC
BapyaHTHl TIEPBUYHON LIMIUAPHOM TUCKUHE3UU UMEIOT
psl 9YETKUX MOP(MOJIOTUUECKUX OCOOEHHOCTEl, KOTO-
pbie MIPOSIBIISTIOTCST B MOP(MPOGhYHKIIMOHATBLHBIX XapaKTe-
PUCTHUKAX pabOTHI LIUJIUU, YTO BIUSIET Ha KITUHUYECKYIO
KapTUHY 3a00JieBaHUs Y peOeHKa.

Ilenms uccaenoBanusa: orpeneiicHUe KIMHUKO-TeHe-
TUYECKUX BapWaHTOB TMEPBUYHOM LIMJIMAPHOM JTUCKU-
HE3UM 1T TIOBBIIIEHNUS 3 (PEKTUBHOCTU TUATHOCTUKU,
paHHEero BBISIBJICHUS] Y BO3MOXHOCTH TIPOTHO3UPOBAHMS
TeyeHUs 3a00J1eBaHUSI.

XapakrtepucTuka petei u MeToAbl UCCeaoBaHUS

B uccnenoBanue BkiodeHbl 50 nereit ¢ mepBUYHOMN
LWINAPHOM TUCKWHE3Wel, CpeaHUIl BO3pacT KOTOPBIX
Ha MOMEHT o0OcyenoBaHus coctaBun 6,8 [5,64; 8,13]
roga, u3 Hux 60% (30/50) nesouek u 40% (20/50) mab-
YHUKOB, HAXOAWBIIVXCS B OTIACICHUU IYJTbMOHOJOTHU
HWKW nennarpum um. akan. FO.E. Bensrumena c 2019
no 2022r. Cpenmnuit Bo3pacT neOoTa 3a0o0yieBaHUS
cocraBuia 5,3 [0,49; 10,17] mec, cpeaHuit Bo3pacT ycTa-
HoBjeHMs nuarHosa — 58,2 [40,98; 75,45] mec. B ananm-
supyemoit rpynme 42% (21/50) neteit umenu obpaTHOe
pacroJioXXeHue BHYTPEHHUX OPraHoB, T.e. CMHIpoM Kap-
TareHepa. Y 9THX JieTeil oTMevayics 6ojiee paHHUI BO3-
pacT BepuduKaly 3a001eBaHNsI, COCTABUBIINI B CpeI-
Hewm 19,8 [8,2; 31,47] mec.

Ha ocHoBaHMM pe3yiIbTaTOB KIMHUKO-JTab0paToOp-
HBIX U MTHCTPYMEHTAJIbHBIX UCCIIEI0BAHUI ObLlIa TMarHO-
CTHpOBaHa MepBUYHAs LWJIMapHas IUCKUHe3us. B 3aBu-
CUMOCTH OT T€HOB, BAPUAHTHI KOTOPHIX ObLIN BBISIBJICHBI
y MalMeHTOB, C(HOPMUPOBAHEI CJIEYIOIINE TPYITITbI:

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

2-g — 11 mereli ¢ MaTOJIOTMYECKUMU BapyaHTaMM T€HOB,
KOIMPYIOIIMX Tpoliecca cOOpKU Lmiauu (pre-assembling
factor). B aTy rpyriny BXonum naieHTbl, UMEIoIre aTo-
TeHHbIE W, BEPOSITHO, TMTATOTeHHBIE BAPUAHTHI TEHOB, KO-
pyrommx 6eJKu rpeasaputeibHoi coopku mmn (CCNO,
CFAP300, DNAAF1, MSIDAS, PIHID3, ZMYND10);

3-9 — 7 nmeTedl ¢ MaTOJOTMYECKUMH BapvaHTaMU
TeHOB, KOOWPYIOIIUX IIEHTPAJBbHYIO TMapy MUKPOTPY-
6ouek (central complex). B aty rpynny Bxoawiu maunu-

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2023; 68:(1)

42

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)



Hosak A.A. u coaem. KIMHUKO-TeHETUYECKIE BAPUAHTHI EPBUYHO LIMIMAPHOI AMCKUHE3UU Y eTei

€HTBI, UMEIOIIMEe TTaTOTeHHBIE W BEPOSITHO MAaTOTeHHBIE
BapUaHTBhl TE€HOB, KOIWUPYIOIIUX OEJKU IEHTPaIBHOTO
KOMILIEKCa U COYETaHHBIX ¢ HUMM cTpYKTyp (HYDIN,
CCDC39, DRC1, RSPHI),

4-g — 15 meteit ¢ OmanaeIbHBIMU BapyaHTaMM T€HOB,
OTBETCTBEHHBIX 3a pa3BUTUE TEPBUYHON LIMJIMAPHOMN
NUCKUHE3UU. B 3Ty rpyriny BXOAWIM MalMEHThI, Y KOTO-
PBIX HE YIajaoch Bepu(PULIMPOBATH TOMO3UTOTHBIE Bapy-
AHTBI TEHOB OTBETCTBEHHBIX 3a Pa3BUTHE MEPBUYHOM
LHWJIMAPHOM TUCKUHE3NU.

Kpumepuu eéxarwouenus: IUATHO3 TIEPBUYHON ITWITU-
apHOM JIWCKWHE3WW, YCTAHOBIEHHBI B COOTBETCTBUU
C KIMHWYECKMMM pPEKOMEHIAUUSIMU TI0 IHUarHoc-
TUKE W JICYEHUIO TICPBUYHON LIMIMAPHON JUCKUHE3UH,
a Takke HaJllmyue TOOpPOBOJIBHOTO MH(MOPMUPOBAHHOTO
corjacusi 3aKOHHOTO TIPEACTaBUTENs] Ha BKIIOYEHUE
B HacToglee uccieaoBanue [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
obOciieoBaHEe B BUIE CIIMPOMETPUU M OOIMIUIETH3-
Morpaduu Ha anmnapare Jaeger type masterscreen-body,
KOMIIBIOTEPHYIO TOMOTpaduio ¢ TpUMEHEHWEM arma-
pata Philips MX16, aynuojiornyeckoe uccieaoBaHue
Ha ammapare TympStar Pro mo mporokony Tymp226Hz,
MOJIEKYJIIPHO-TEHETUYECKOe MCCIeoBaHUe B BUJE
MMOJTHOOK30MHOTO CEKBEHUPOBAHMS WM aHaJU3 TOJy-
YEeHHBIX JaHHBIX C TIOMOIIbIO MOAMGUIIMPOBAHHOTO
OronH(pOPMATUYECKOTO aJIrOpuUTMa, pa3dpaboTaHHOTO
B HUKW nemmatpum wum. axkan. FO.E. Benbruiiena.
CeKBeHUPOBaHKE TTOJIHOTO 9K30Ma BBITTOJTHSIIA C TIOMO-
mpto riargopmbl HiSeq 1500 (Illumina), Takke HaGopa
9Kk30MHoOTr0 oborameHust — SureSelect Clinical Research
Exome Enrichment Kit. OueHky KadecTBa HeoOpaboTaH-
HBIX JTaHHBIX CEKBEHUPOBAHUS OCYIIECTBIISUIM C TTOMO-
mbio anroput™ma FastQC. JIist ynaaeHus mocjieqoBaTeb-
HOCTEl ¢ HU3KUM KavyeCTBOM M 0Ope3aHUs aganTepHBIX
MOCJIeIOBATEIBHOCTEN  MCTIONb30BaJId  MPOrpaMMHBIE
nmakeThl Trimmomatic u SeqPurge, B To Bpems Kak Kap-
TUPOBaHWE PSIIOB Ha pedepeHCHBI TeHOM YelloBeKa
coopku GRCh38 mnpoBoauad C TTOMOIIBIO TpPOrpam-
mHoro naketa bwa. IIporpamma GATK4 Oblna ncmnosb-
30BaHa s ynaneHus: npoayktoB [TLIP u onTuyeckux
IyOJIMKATOB, a TakKe B LEJSAX BBISIBICHUS OTHOHYKIIE-
OTUIHBIX TEHETHMUECKNX BapUaHTOB, KOPOTKUX HMHCEP-
U 1 nefaeuuii. AHHOTaIMs TOJTyYeHHBIX TeHETUYECKUX
BapMaHTOB OblJla TIPOBEJEHA C TTOMOIIBIO TTPOTPAMMBI
ENSEMBL-VEP. O6HapyXeHHbIE TeHEeTUYeCKUe Bapu-
AHTBI ObLTY KJIACCU(UIIMPOBAHBI B COOTBETCTBUU C PEKO-
MmeHaauusimu ACMG.

CraTuctuueckyro oOpabOTKy TOJYYeHHbBIX JaHHBIX
MIPOBOAMJIN C TTOMOIIIBIO ITporpaMMbl Statistica 10.0.1011
(Stat Soft Inc., CIIIA). /laHHble TipeAcTaBieHbl B BUIE
Me [Q1; Q2], tne Me — menuana, [Q1; Q2] — nepBbIit
U TPETUI KBAPTHIIH.

PesynbraThbl M 06CyXaeHne

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

WHcTpyMeHTaIbHAsT OLIEHKA CTPYKTYPHOTO COCTOSTHUS
OpPraHOB JIbIXaHUST TTPOBOIMIIACH HA OCHOBE KOMITBIOTEPHO-
TOMOTPA(PUUECKOTO  UCCIEIOBAHUS OpPraHOB TPYIHOIM
MOJIOCTH. Y TIAIIMEHTOB C TIEPBUYHON LIMIMAPHOM JUCKITHE-
3Meil BBISIBJIEHO TIPEUMYIIIECTBEHHOE MOpaskeHNe CPETHUX
W HYDKHUX JOJIEl JIETKHX, YTO TIPOSIBIISLIOCH CyOcerMeHTap-
HBIMU aTeJieKTa3aMM, MepUOPOHXUATbHBIMUA YIIOTHEHU -
SIMU, BbIpaKeHHBIMU OpoHx03KTazamu [38]. V Bcex nereit
C TIEpBUYHOM LIMJIMAPHOM AMCKUHE3WEH, BHE 3aBUCIMOCTH
OT KIIMHUKO-TEHETUIECKOTO BapyuaHTa, ONPEeIeISITUCh [P -
3HAKW XPOHUYECKOTO OPOHXMTA, UTO COOTBETCTBYET JaH-
HBIM 3apy0eskHbIX McTodHUKOB [39]. Camoitr pacripocTpa-
HEHHOM JIoKaii3aluei aTeJIeKTa3oB JISTKUX Oblja CpeTHsIs
JIOJISI TIPABOTO JIETKOTO (TIPU Situs viserum inversus — JIeBOpac-
MOJIOKEHHOTO JIETKOTr0). Beero atm nameHeHus ObL Bepu-
dumposanbl y 46,6% (n=21) nereit, u3 Hux y 95% (n=20)
yKa3zaHHbIe M3MEHEHUS TTpeodIagaiy B 00JIACTU CpeaHeit
JIOJTV JIETKOTO.

BponxoakTasel ObTM BepudunupoBansl y 17,7%
(n=8) obcnenoBaHHbIX Aeteir. [Ipu aTOM ompenesIuch
WIMHAPUYECKUE, MEIIOTYaThle W CMellaHHble OpOH-
X09KTa3bl. B 1-if rpymre mereit OpPOHXO3KTa3bl BBISIB-
JieHbl y 25% (n=4), Bo 2-ii rpyrine — Toyibko y 9% (n=1),
B 3-ii rpyrime — y 20% (n=1), B 4-i1 rpyrme — y 21,5%
(n=3). Umeetcst HenocTaTOYHO MH(MOPMAIIUKA O PacIpo-
CTPaHEHHOCTH OPOHXOIKTA30B Y JAeTel C pasIMYHBIMU
TeHEeTUYECKUMU BapyaHTaMU TIEPBUYHON IIMJIMAPHOM
MUCKWUHE3WW B PAa3HOM BO3pacTe, OMHAKO, 1O JTaHHBIM
M.A. Olm u coaBt. [39], OpOHXO3KTa3bl IIPU KOMITHIO-
TEepHOI ToMOTpadu BLISBISIOTCS y 61% 3THX IeTei.

OueHka (yHKIMU BHEIIHETO IBIXaHUST TPOBOIM-
JJach TIOCPEICTBOM IMYJIbCOKCUMETPUM, CITUPOMETPUU
u bonuruieTudmMorpadun. B pamMmkax aHanu3a mpeacTaB-
JISITOCH 11eJIeCO00pa3HbIM MOJYYEeHHBI MacCUB JaHHBIX
BU3YyaIM3UpPOBaTh B BUAE AMAIla3oHa pacripenesieHus
3HaueHU. [IeTH BceX TPYMI MO JaHHBIM MyJIbCOKCUME-
TPUU UMEU YIOBJIETBOPUTEbHbBIE TTOKAa3aTen HaChI-
eHus (caTypalnuu) KUCIOPOIOM KPOBH B COCTOSTHUM
nokos (Sp0,>95%).

Ocoboe BHUMaHMe TIPUBJICKIIN TTOKA3aTeIN XXU3HEH-
HOI €eMKOCTH JIETKUX, 00beMa (hOPCUPOBAHHOTO BBIIOXA
3a -0 cexynmy (O®B)), MakcuMalibHON OOBEMHOM
CKOPOCTH BO31Iyxa Tpu BeIoXe 75% OT hopcupoBaHHOIM
SKU3HEHHOU €MKOCTH JIETKUX U TIoKa3aTeJu OpOHXUAITb-
Horo conpoTtuBieHus (cMm. Tabauity). [lo faHHBIM MeTa-
aHamm3a 163 3apyOeXXHBIX UCCIeTOBAaHUMI, TTIPOBEIEHHOTO
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OPUINHAJIbBHbBIE CTATbU

Tabauya. Pa3opoc noka3areJeii hyHKIMM BHELIHETO JAbIXAHNS B AHAIM3HPYEMbIX IPYNNIAX JieTeil ¢ ePBUYHOI HUIMAPHON TMCKUHE3Hei
Table. Distribution of indicators of the function of external respiration in the analyzed groups of children with primary ciliary dyskinesia

KEJ O®B, MOC,, BC
Tpymna . . . .
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
3-9 66 89 64 97 23 79 — =
4-g 58 92 72 102 29 121 68 144

Ipumeuanue. XKEJI — xusHeHHas eMKOCTb Jlerkux; O®B, — 06bem GopcupoBaHHOro Bbl10Xa 3a MepBylo cekyHay; MOC  — MakcuMajibHast
00beMHast CKOPOCTb BO3/1yxa IpH Bbimoxe 75% oT (hopcrpoBaHHOM XU3HEHHOI eMKOCTH Jierkux; BC — OpoHXMaIbHOE CONPOTUBIICHUE.

F.S. Halbeisen u coasr. [40], mis mereit ¢ mepBUYHOMN
LWJIMApHOM  MUCKUHE3We XapaKTepHBbI  KOJeOaHUsI
nokazareneit O®B, ot 51 10 96%, cocTaBnas B cpenHeM
75 [69; 80] %, nokasatenu XKEJI BapbupyIoT B 1Mamna3oHe
66—92%, cocrasisia B cpenHeM 83 [78; 89] %.

IIpu aHamm3e oTMeYeH MIUPOKMIA JTHUAITa30H pacripe-
JeJleHrs TToKasaTeleil (PYHKIMM BHEIIHETO IbIXaHUs,
OIIHAKO TPU OLIEHKEe OOBEMHBIX U CKOPOCTHBIX TTOKa3a-
TeJeil caMble HU3KWE U3 HUX OTMEUYEHBI BO 2-M Ipyrire
nereil, a camMoi OJarompusTHON sIBUJach |- rpymia,
B KOTOPOW y OTAENBHBIX NE€TEU OMpeaeaeHbl OKa3aTean
naxe Boime 100%. g geteit ¢ epBUYHON UIUAPHON
MUCKUHE3WEN CYMTAeTCsl BaXKHOM OIleHKa MaKCUMallb-
HOl 0OBEMHOI CKOpPOCTM BO3ayXa Ipu BelIoxe 75%
OT (DOPCUPOBAHHOM XKU3HEHHOW €MKOCTU JIETKUX; 3TOT
MoKa3areib OTpaXkaeT CKOPOCTh BO3MYIIHOTO TOTOKA
mo 6poHxaM MeJikoro Kanuopa. Camble HU3KUE 3HAYe-
HUST JTaHHOTO TTOKa3aTeJist OTMEYaInCh BO 2-1i M 3-if rpyT-
rmax o0cJIeIOBaHHBIX OOJbHBIX.

IMTomuMoO TTOpaskeHU HUXKHUX JIbIXaTeIbHBIX MyTEH,
y UL, CTpafaroliuX MepBUYHON LIVIMAPHOM AUCKUHE-
3ueit, orMeuarTcsl ctoiikue naMeHeHust JIOP-opraHos.
DTH U3MEHEHUS TIPOSIBIISIIOTCS B BHIE PELMINBUPYIO-
IIUX PUHOCUHYCUTOB, PEUUIUBUPYIOIINX OTUTOB, MPO-
rpeccupytonieii Tyroyxoctu. Ilo manueiMm M. Goutaki
u coaBT. [41], B ieTcKoit mpakTHKe ¥ 59% OOJTbHBIX OTME-
YalOTCS MAaTOJOTUYEeCKHe M3MEHEHUsI B 00JaCTU OKOJIO-
HOCOBBIX Ta3yx, a y 69% Takue MmaToJIormuecKrue CoCTO-
STHAST  OOYCJIOBUJIM  HEOOXOOUMOCTb  XUPYPTUYECKOTO
BMellIaTeThCTBA.

IMopaxenue JIOP-opraHoB y nereili ¢ TEpBUYHON
LIWJIMApHON AUCKMHe3uel BbisiBaseTcs: 4yacto. Cpenu
AHAJIM3UPYEMBIX JeTei IaTOJIOTMUECKUE COCTOSTHUSI
OKOJIOHOCOBBIX T1a3yX BBISABISUINCH B 00Jice BBICOKOM
MPOLIEHTE CITyYaeB, YeM IO TaHHBIM 3apyOesKHbBIX UCCIIe-
nmoBatenieir. B 1-if rpymnme Takue M3MEHEeHUs] OTMEUYEHBI
y 81,25% (n=13), BO 2-ii rpyrmme — y 90,9% (n=10),
B 3-if tpyrmme — y 75% (n=3), B 4-it rpynme — y 78%
(n=11). Tyroyxoctb B 1-if rpynre onpenensuiach y 20%
neteit (n=3), Bo 2-ii tpynme — y 45% neteit (n =5),
B 3-i1 rpymirie — 0%, B 4-ii rpynine — y 16,6% neteit (n=2).
Taxum obpaszom, nipu otieHke natosoruu JIOP-opraHos
OTpeNesIsiICSl PABHOMEPHO BBICOKMIA YPOBEHb TMATOJIO-
TMYECKUX COCTOSTHMIA, OMHAKO BO 2-i Tpymie M3MeHe-
HUST BCTpEYAIUCh Yallle BCETo, YTO TaKXKe KOPpeaupyeT

C YaCcTOTOM pa3BUTHS TYTOYXOCTH, KOTOpast y 3THUX Ialu-
€HTOB MMeJia CaMblii BBICOKUI YPOBEHb M ObLTa TaTore-
HETHUYEeCKU 00YCIOBIIeHa aHOMaJIE COOPKY LIVITHA.

Kak BUIHO 13 TIOJIy4eHHBIX HAMU TIPeIBAPUTEITBHBIX
JMAHHBIX, JaXKe HECMOTPSI Ha OTHOCUTETHLHO HEOOBIIIYIO
BBIOOPKY MOXHO CIeJIaTh BBIBOJ, UTO JUIS JIETEl C Tep-
BUYHON IIWJIMAPHOM IUCKUHE3WEel XapaKTepHa B TIpe-
obiamampIeM Yucie CiiydyaeB TOTaJIbHOCTb TPU3HAKOB
MopaXkeHUsT KaK BepXHUX, TaK M HWDKHUX JIbIXaTeTbHBIX
nyteit. OQHAKO Cpeln BBIAECIEHHBIX TPYMI 0c000e BHU-
MaHUe MpUBJIeKaja Ta, B KOTOPOU Tpeobiagany mamm-
eHTHI ¢ 0oJjice TSKeJbIM BapuaHTOM TeUeHUsT 3a00JieBa-
HUS Y BBIPAXKEHHBIMU U3MEHEHUSIMU OPTaHOB IbIXaHUSI.
HanHast rpyrnmna ¢ aHOMaJusIMM COOpKM LMW Oblia
MpeAcTaBlieHa AeThbMHU, UMEIOIIMMU aHOMAaJbHOE CTpPO-
€HVe JIUTENUATbHBIX KIETOK JbIXaTeJbHbIX TTyTEH.
Takum 06pa3oMm, y MAalMEHTOB C YKa3aHHBIMU TeHeTHYe-
CKUMM NepeKTaMu MpU OLIEHKE MOJIBUKHOCTU LIUJIMAP-
HOTO BIUTEUS OTNpeaeIeHHO NISHTU(ULIMPYIOT Pe3Koe
COKpaIlleHNe YKClIa PECHUYEK Ha TMOBEPXHOCTU KIIETOK.
PecHUYKM 3a4acTylo XapaKTepU3yIOTCS HOpPMaJbHOI
AKTUBHOCTBIO, OTHAKO WX MaJloe KOJMYECTBO OOYCIOB-
JINBaeT OCOOEHHOCTU TeuyeHUsl 3abojeBaHus. B cBs3u
C OTUM yKasaHHas TPpYIIa AeTei, o MpeaBapuTeIbHbIM
JAHHBIM, UMEET CaMble TIJIOXHMe TTOKa3aTeIM MHCTPYMEH-
TaJbHOM OIIEHKM OpTraHOB JbIXaHUsA. B cBoIO ouepenb,
rpynma AeTeil ¢ mopaxeHueM TUHEMHOBBIX PYyYeK UMeeT
HauOosiee OJAarONMpPUSITHBI BapuaHT TedyeHUsl 3aboJie-
BaHUsI, y HUX OTMEYalOTCsT Oojiee BHICOKME TOKa3aTelln
(GYHKIIMU BHENIHEeTO ObIxaHus. K coxkalleHW1o, BBUIY
3aro3/1aJioll TMarHOCTUKM 3a00JeBaHUs y 3TUX JeTel
yCTeBaloT CPOPMUPOBATLCST aTeIeKTa3bl M JIOKAJTbHBIE
yJacTKn (ubdpo3a JIETOYHOM TKaHU elle 10 MOMEHTa
BepuUKALIMM AMArHO3a U KOPPEKIUU JIeYeHUS.
Ho npu aHanm3e xapaKTepUCTUK TeYeHUsT 3a00JeBaHUS
CTPYKTYpHBIE aHOMAJIMU TI0 TUTY aTejekTa3a W JIOKalb-
Horo pubpo3a He ObLIM 3a1eHICTBOBAHBI Y HUX B MOJLYJIsI-
Y 3a00JIeBaHUST B OTPULIATEIBHYIO CTOPOHY.

BrineneHre KIMHUKO-TeHETUYECKUX BApUAHTOB TTep-
BUYHON IWJIMAPHOW TUCKWHE3WU TTO3BOJUJIO BBHISIBUTH
3aKOHOMEPHOCTHY Pa3BUTHS 3a00JIeBaHNS B 3aBUCUMOCTH
OT ero BapuaHTa. JlaHHbIe 3aKOHOMEPHOCTHU TTO3BOJISTIOT
MPOTHO3UPOBaTh 0OoJiee YSA3BUMBbIE OpPTaHBI-MUIIEHU,
YTO OTKPBIBAET BOBMOKHOCTD TTPEIOTBPATUTh HEOOpaTH-
MBbl€ U3MEHEHUS.
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Pesynbratbl TIPOBEAEHHOTO WMCCIACIOBAHUS — SIBJISI-
IOTCST TIPEABAPUTETLHBIMU M MPOJIOJIKAETCST Habop JeTei
JUIS pacIIMpeHust 6a3bl JaHHBIX, a TAKXKE COBEPIIEHCTBO-
BaHUS U OoJiee TIYOOKOTO aHaIM3a TOJYYEeHHBIX Pe3yiib-
tatoB. [lepBUyHasg HWIMapHash AUCKWHE3Ws BKITIOYAET
GOJIbIIIOE KOJTUYECTBO TeHETUMYECKHUX BapUAHTOB, a pec-
HUYKa TIPEACTaBISIET CO0O0Il  CIIOXXHOOPTaHM30BAHHYIO
CTPYKTYpPY C OOJBIIMM KOJWYECTBOM 3aleiCTBOBAHHBIX
B HOPMaJIbHOM (DYHKIIMOHUPOBAHUU 3JIEMEHTOB, YTO TPE-
OyeT 3HAUMTEIEHOTO MacCHBa JAHHBIX JIJIs1 KAUECTBEHHBIX
1 yOeIWTENbHBIX BBIBOIOB. BBUIY TOTO, YTO TepBAYHAs
LWJIMapHas TUCKUHE3Ws] — PeAKoe, TPYAHOIUATHOCTHU-
pyeMoe 3abo0JieBaHKe, TTOA00P U yBEJTMYEHKE YK CIIa -
€HTOB B HAIIMOHAJILHBIX paMKax MPeICTaBIISIET CEPhE3HYIO
MpoGJieMy, He TMO3BOJISIONIYIO YCKOPUTD UCCIeI0BaHNE.

3aknovyeHune

IlepBuuHasi 1WAMapHasi OUCKUHE3USI — pelnKoe
3a00JIeBaHKE, UMEIOIIee IIMPOKUI CIEKTP MPOSIBICHUI
U CTETIEHM UX BbIpaxkeHHOCTHU. Kak 1moka3bIBaloT pe3yib-
TaTbl MPOBEIEHHOTO HAMU MCCIEIOBAHMS, CYIIIECTBYET
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B3aMMOCBSI3b T€HETUYECKOI0 BapHaHTa IEePBUYHON
LUJIMAPHON AUCKMHE3UM CO CTENEHbIO BBIPAXKEHHOCTU
CTPYKTYPHO-(PYHKIIMOHATBHBIX U3BMEHEHU. DTO MO3BO-
JIIeT TPEAIOJOXUTh OyaylIre OCOOSHHOCTU BEICHUS
MaLKEHTOB C 9TUM 3a00JIeBaHMEM, HAIIpUMEp KOIJ1a IeTH
W3 TPYII ¢ 60Jiee BHICOKMM PUCKOM Pa3BUTHS MATOJIOTUMU
cllyxa OymyT HaxomuTcs 1of 0oJjiee IPUCTAJTbHBIM KOH-
TPOJIEM CYPAOJIOIOB B LIEJSIX MPeAOTBpaIleHUsT (hOPMU-
pPOBaHUsI HEOOPATUMBIX U3MEHEHUIA.
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Kmmnnyeckas 3peKTHBHOCTD AHTHIEHKOTPHEHOBOM TEPANMHU Y JA€Tel ¢ OCTPhIMU
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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 3MU30/1bI OPOHXOOOCTPYKIINH Y J€Tei JOUIKOJIbHOTO BO3PACTA — OIMH M3 BAXKHBIX ()aKTOPOB PHCKA PA3BUTHS OPOHXH-
AJIbHOI ACTMBI.

Leab nccnenoanus. MsyyeHne KIMHAKO-HMMYHOJIOTHYECKOi XapAKTEPHUCTHKH JeTeii ¢ OCTPhIMI OPOHXUTAMH U ONpeesieHne Kiu-
HUYecKo# 3¢ ¢eKTHBHOCTH KypPCOBOii IPOTHBOBOCTAIUTEIBLHOI TEPANHH.

Marepuansl 1 MeTonsl. B on1HOLEHTPOBOE NMPOCHEKTHBHOE KOTOPTHOE MCC/eOBAHHE BKIIOYEHbI MALMEHTHI 1—5 JeT ¢ ocTphiM
OponxuToM (ocHoBHAs rpynna, n=109): noarpynnsl ¢ OCTPbIM MPOCTHIM 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 nepopaibHO
OJIHOKPATHO B CYTKH KypcoM 3 mMec (KOHTpOJIbHbIE TOYKH — B 1 M 3 Mec), MAIUEHThI TPYNIbl CPABHEHUS — CHMIITOMATHYECKYIO
Tepanuio NP1 OCTPoii pecnupaTopHoii undexuun. Koneuynas Touka ucciienoBanus — OTCYTCTBHE OpOHX000CTpYKIMH. D heKTHB-
HOCTb PMMEHEHUsI MOHTEJYKACTA OLIEHUBAJIACH IyTeM PacueTa KJIMHUYECKOro uHaekca, koadduuuenta sadpdexkrusnoctu.
Pe3yibTaThl. YCTAHOBIEHO CTATHCTHYECKM 3HAYHMOE MNpeo0JaJaHNe MHTOKCHMKANMOHHBIX CHMIITOMOB Y NAIMEHTOB C MPO-
cTbiM OporxuTom (p=0,02), npu3HakoB apixaTesibHOI HemocTaTouHocT (p<0,001) u nepudepuyeckoii 303unopuaMu — y aerei
¢ 00cTpyKTUBHBIM OpoHxuToM (p=0,02). Y nanueHToB ¢ 00CTPYKTUBHBIM OPOHXHUTOM B ITHOJIOTUM CTATHCTUYECKH 3HAYMMO Tpe-
BAJIMPOBAJI PUHOBUPYC, Y MAIMEHTOB C MPOCTHIM OPOHXMTOM — PeCNUPATOPHO-CHHIMTHANBHBIA BUpyC (p=0,02). LluToKnHOBbBI
npouib NANMEHTOB ¢ 0OCTPYKTUBHBIM OPOHXMTOM XaPAKTEPU3YeTCH CHIZKEHHEM YPOBHeill Makpo(arajibHbIX 0€JKOB BOCTAICHHS
(p=0,01) u unTepaeiikuna-8 (p=0,048). [IpoOHrMPOBaHHBIN Kypc MOHTEIYKACTA y AeTedi ¢ mooxkuTeabHbiM API ctarucTnyecku
3HAYMMO YMEHBLIAET TAKECTb Te4eHHs NOCIeAYIOIMX OCTPbIX PECIMPATOPHBIX HHPEKIMAX, CHIZKAET YACTOTY 00CTPYKLMH OPOHXOB
u puck opmupoBanus OpoHxuaIbHoii actmel (p<0,001).

3akmouyenne. OueHka pe3yJbTaTOB TePANHH MOHTEIYKACTOM MPOJEMOHCTPHPOBAIA KIMHHYECKYIO 3(deKkTHBHOCTD y manueHToB
C MOJIOKUTEJIbHBIM HHeKcoM API.

Karouesvte caoea: demu, ocmpoiit 6poHxum, 6poHX000CmMpPYKmMuGHblil CUHOPOM, OPOHXUANbHASL ACMMA, MOHMEAYKACH.

Ansa umtupoBanus: MusepHuukui t0.J1., lavimoneHko U.H., Mapkosckasi A.W., MNMotanosa H.J1. KnuHnyeckas 3¢p@dekTMBHOCTL aHTUEKOTprE-
HOBOMTEPANMNYAETENCOCTPLIMUOPOHXUTaMu. PocBecTHnepuHaTtonnneanatp2023;68:(1):47-55.D0I1:10.21508/1027-4065-2023-68—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 TMPUUYUHON TOCTUTAIN3ALUMN KaXJI0TO Tpe-
Thero pebeHKa 10 JOCTUXXEHHUS! 3-JIeTHETO BO3pacTa.
HMmeronuecst pazHoryiacust B onpeesIeHU 3HaUMMBbIX
NUATHOCTUYECKUX M TaKTUYECKUX II1aroB CBSI3aHbI
C TIEPCUCTUPYIOIIUMU CUMIITOMaMU OpPOHXWATbHOM
obctpykuuu [1, 2].

TepMuH  «OCTpBIA  OOCTPYKTUBHBI  OpOHXUT»
00BIYHO 0003HaYaeT BUPYCHYIO WHMEKINIO HUKHUX
NbIXaTeJIbHbIX MyTed C OOCTPYKIIMENH [bIXaTeJIbHbIX
nyteit. He Bcerna jerko mmposectu nuddepeHIInaabHyIo
NUArHOCTUKY MEXIy SIMU30IUYeCKUMU, BUPYC-UHIY-
LIMPOBAHHBIMU OOCTPYKTUBHBIMU OPOHXUTAMU U OPOH-
XUaJIbHOW acTMOW y AeTeill TepBbIX 5 jeT XuzHu [1].
B Bo3HUKHOBeHMU OpOHXMAJIBbHON aCTMbl OOJBIIYIO
pOJIb UTpaeT CJOXHOE B3aMMOACHCTBUE MEXIy dak-
TOpaMHu OKpyXalollleil cpelbl M TeHEeTUYECKOW Tpe-
pacmonoXeHHOCThIO [3]. AKTMBHOE OOCYXKIeHUe IIeJie-
coo0Opa3HOCTU  MpoBeaeHUs  (apMaKOJIOTHUYECKOM
MPOTUBOBOCITAJIMTEIbHON Teparuu B JIETCTBE C IIEJIbIO
MpenoTBpaIlleH!s] Pa3BUTUSI OpPOHXUATBHOW aCTMBbI
B HAcCTOsIIIee BpeMsl BeCbMa aKTyaJIbHO.

M3BecTtHO, 4YTO B TaTOreHe3e OCTPOro OpOHXUTA
WUTpalOT pOJIb MECTHBIE M CHUCTEMHbIE (KJIETOYHBIE)
WUMMYHHbIe peakuuu. WM3MeHYMBOCTb WHIAMBUAYaATb-
HBIX UMMYHHBIX peaKIMil TpencTaBisieT co0oil OCHOBY
IS Te4eHUs1 OOJIe3HU pas3IUYHOW CTENeHU TsKe-
ctu [4]. BocnaneHune 6poHXOB MPUBOJIUT K HECTaOMUJIbHO-
CTU U pa3pylIeHUIO KJIETOUHbIX MeMOpaH, 4To 3armycKaer
npoiiecc 00pa3oBaHUs IMCTEMHWIOBBIX JIEMKOTpUE-
HOB M3 apaxuaoHoBoil kuciaoTel (CysLT) [5—7]. Tlpo-
BocTanuTebHble 3(h(EKThI, OMOCpenOBaHHBIE JIENKO-
TpUEeHAMM, peau3yloTcsl B BUJIE TUIEPPEaKTUBHOCTU
OpOHXOB, TUNEPHPOAYKIIMU CIMU3U, OTeKa CIU3UCTOM
000JIOYKM, YBEJIWYEHUSI COCYIUCTON TPOHUIIAEMOCTHU
U TIpUBJICUCHUS KJIETOK KaK BPOXKJIEHHOW, TaK W ajar-
TUBHOI UMMYHHOI1 cucrteM [6, 8].

MoHnTenykacT o0JiaaeT BbICOKOH CeTeKTUBHOCTHIO
B OTHOILIEHUM JICHKOTPUEHOBBIX PEIENTOPOB, CBSI3bI-
Batonux JeiikorpueHsl C4, D4 u E4, maet mporuBo-
BOCMaauTebHble 3(@EKTH 3a CcYeT YMEHbIIEeHUS
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oTeKa IbIXaTeJbHBIX MyTei, OpoHXOAMIATAIIU Y, TTOaB-
JIEHUSI XeMOTaKcruca MOHOIIMTOB 4YejOoBeKa, WHAYIIU-
poBanHoro MCP-1/CCL2 (monocyte chemoattrac-
tant protein-1 — MOHOLIMTApHBII XeMOATTPAKTaHTHBII
oenok-1) [9]. ABcTpanuiickoe pyKOBOACTBO MO OPOH-
xuajabHOl acTMe (Australian Asthma Handbook; 2016)
peKoOMeHayeT MOHTeNayKacT (2—4-HeneabHblii Kypc)
B KayeCcTBe Tepaluu NMepBOii IMHUM Y IeTeil B BO3pacTe
2—5 JIeT C MHTEPMUTTUPYIOLIelt OpPOHXUATBbHONM aCTMOM
VIV 3MU30AMYECKUMU BUPYCHBIMU Xpunamu (episodic
viral wheeze) [10]. B uccinenoBanuu J.A. Castro-Ro-
driguez u coaBt. [11], TOCBSIIIEHHOM TPUMEHEHMUIO
MOHTeJlyKacta y 549 nereil IOIIKOJIBLHOTO BO3pacTa
¢ "HPEKIMOHHON OpOHXMaTbHON OO0CTPYKIIMEH, ycTa-
HOBJIEHO, YTO €T0 KypCcOBOW TipueM Ha 1/3 cHuxkaer
YacTOTy pa3BUTUSI OOCTPYKTUBHOTO OpoHxuTa. Takum
o0pa3oM, MMEIOTCSI BCe IaTOTeHEeTUYeCKhe OOOCHO-
BaHUS 11€JIeCO00Pa3HOCTU MPO(PUIAKTUIECKOTO TIPU-
MEHEHUSI MOHTeJIyKacTa pu OpOHXMaJIbHON 00CTPYyK-
uuu y aereii [35, 6]. Ongnako B Poccuiickoit @enepaunu
Takue IeJieHanpaBJIeHHbIE MCCIeI0BaHUs HE TPOBO-
nunuck. Borpockl prcka ¢opMupoBaHUs OpOHXUATb-
HOIi aCTMBbI y JIeTell JOIIKOJbHOTO BO3pacTa ¢ OCTPBIMU
OpOHXMTaMH, a TakxKe pa3padoTKa MpoGUIaKTUIECKUX
MEPOIPUITUIA TPU PEKYPPEHTHOM OpPOHXO00OCTPYK-
TUBHOM CHHIIPOME OCTAIOTCSI aKTyaJlbLHBIMU U WMEIOT
0O0JIbIIIOE TIPAKTUYECKOE 3HAUCHHUE.

IHeab uccaenoBaHus: M3yvyeHUE KIMHUKO-UMMYHO-
JIOTUYECKON XapaKTepUCTUKU JIeTell C OCTPhIMU OpOH-
XUTaMU W OTpeNie/ieHne KIMHUYeCKOo 3(h(GeKTUBHOCTU
KypCOBOI MPOTUBOBOCITAIMTENIbHOM Teparuu.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHUS

JIu3aiin McclieIoBaHusA: OIHOLIGHTPOBOE TPOCTIEKTUB-
HOe KOropTHoe. B mccemoBaHnM y4acTBOBaIU I€TH, TIPO-
kuBarotue B . Yure. PaboTa BbinmonHeHa Ha 0a3e oTesne-
Hust mynbMoHosiorum ['Y3 «KpaeBast nerckast KimHu4eckast
OosbHULIA» T. YuThl, eTCKOro MoJMKIMHUYECKOTO OT/Ie-
nenns Ne3 I'V3 «JleTckmii KIMHWUYECKMIT METUIIMHCKUI
meHtp r. Yutel», ®T'BOY BO UTMA M3 P® B nepuon
¢ centssopst 2017 r. mo mions 2019 r. MccnenmoBanue ono-
opero JIDK ®TBOY BO «HuTtwHCKas TocyqapcTBeHHAsT
MeIULIMHCKAs akaaeMust», IpoTokos Ne86 ot 01.11.2017 .

O0bekToM uccaenoBanus ouut 109 mereil B Bo3pacTe
2,8 [2,0; 3,7] roma, 64 (58,7%) manwuukos, 45 (41,3%)
neBouyeK. Kputepny BKITIIOYEHUS B OCHOBHYIO TPYIIIY:
1) BospacT ot 1 mo 5 yet; 2) yCTaHOBJEHHBIN OHUAarHO3
ocTtporo 6poHxuTa; 3) noanvcaHHoe MHGOPMUPOBAHHOE
JMOOPOBOJIBHOE COTJIacie Ha ydacTHe B WCCIIeIOBaHMMU.
KontponbHas rpyrnna Bkitouana 29 aereii 11 rpynmbl 3m0-
poBbsI 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-
MIECTBYIOIIMX MCCIEIOBAHUIO OCTPBIX PECITMPATOPHBIX
nHpeKImii 1 6akTepraNbHBIX MHDeKIMi >30 THeii.

B 3aBucumocTu oT (popMbI OCTPOTO OPOHXMUTA TMAIU-
€HTBI ObUTH pa3ziesieHbl Ha 2 MOATPYIIITHL:
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— nodepynna U3 75 MAlIMEHTOB C OCTPHIM OOCTpPYK-
TUBHBIM OponxutoM: 43 (57,3%) manbuuka, 32 (42,7%)
neBOYKHU B Bo3pacTte 2,8 [1,9; 3,8] rona;

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

KputepnsiMu BKITIOYEHUS B TPYITITY C OCTPBIM IPO-
CTBIM M OCTPHIM OOCTPYKTMBHBIM OpPOHXWUTOM OBIIO
Hajimuue BepuduimpoBaHHOTO auarHosa. [locKoJIbKY
YacToTa 3MU30/0B OPOHXOOOCTPYKIINM >3 CITYKUT auar-
HocTnuecKnM 3HadeHueM mHaekca API (Asthma Predic-
tive Index), marimeHTsI U3 MTOATPYIIIIHI C OCTPHIM OOCTPYK-
TUBHBIM OPOHXUTOM OBLTM pacThpeaeeHbl JTOMOJTHU-
TEJIbHO B 2 TTOATPYTIIIHL:

I-2 nodepynna — 32 pebeHKa C aHaMHE30M MeHee
3 3MM30[0B BUPYCUHAYLIMPOBAHHOW OpPOHXUATBLHON
obcTpykumu 3a npoieamue 12 mec (Bospact 2,8 [1,9; 3,7]
roma), u3 Hux 16 (50%) manbunkos, 16 (50%) neBouex;

2-7 nodepynna — 43 pebeHka, uMmeloinue 3 u dojee
3MN30/10B OPOHXUATBHOI 0OCTPYKIIMU Ha (hOHE OCTPOM
pecriupaTopHOii WH(MEKIMU B TeUeHHWE TPeaIIeCTBY-
fomero roga (Bospact 2,9 [2,0; 3,9] roma): 27 (62,8%)
MaJbuuKOB, 16 (37,2%) neBouex.

Paznuuue 1Mo 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-
BETCTBME BO3PACTY W IUATHO3Y; 2) HAIMYME XPOHUUECKUX
3200JIeBaHUI, BPOXKIEHHBIX aHOMAJTUIA Pa3BUTUST OPTaHOB
u cucteM; 3) oTKa3 OoT yyactusi B uccienoBaHuu. [1poro-
KOJI KICCTIEMOBAHMST BKITIOYAJT ITOC/IE0OBATETbHBIE OTATTbI:

— ¢OOp aHKETHBIX TaHHBIX Y POIUTENIEH MallueHTOB;

— OILIEHKY OObEKTUBHOTO CTaTyca O0IbHBIX;

— YTOYHEHWE 3TUOJIOTMM 3a00JIeBaHUS — WCCIEN0-
BaHMe HOCOTJIOTOUHBIX Ma3koB Ha PHK pecrniuparopHo-
cuHuutranbHoro Bupyca; PHK MerarnmHeBMmoBupyca; PHK
BUpYycoB naparpurnmna 1, 2, 3, 4-ro Tunos; PHK koponaBu-
pycoB (OC43, 229E, NL63, HKU1), PHK puHoBUpYyCOB;
JAHK anenosupyca («OP3 BupycKomrinekc»);

— WcCIIenoBaHNe 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 KpoBU (1—2-11 eHb mpeObIBaHUS B CTALIMO-
Hape) (Multiplex — Human anti-Virus Response panel
1 Human Proinflammatory Chemokine Panel).

IMoTeHIMATBHBIN PUCK Pa3BUTHUSI ACTMbI OLICHUBAIIN
METOIIOM OIpoca TIPU TIOMOIIM PYCCKOSI3BIYHOM Bep-
cum orpocHuKa «Asthma Prediction Tool» y 62 (82,7%)
poauTesiell MalueHTOB ¢ OOCTPYKTUBHBIM OpOHXUTOM
u 28 (82,4%) ponuteneil MallMEHTOB C TTPOCTBIM OPOH-
xutoM [12]. MHTepBbhlOMpPOBaHMUE pOAUTENIEH TTPOBOIUIN
B Hauajie UCCeIOBaHMsI, KOHTPOJIbHOE MHTEPBBIOMPOBA-
HUE JIJIST COTTOCTaBJIEHUS YaCTOThI MaHU(eCTalu GPOH-
XMaJIbHOM aCTMBI BBITTOJTHEHO 4Yepe3 18 Mmec.

Ha ntoroBom stane y 50 maiieHTOB C MOJIOKUTETb-
HbIM uMHAekcoM API mpeapacrnonoxxeHHOCTH K OpOH-
XMaJIbHOM acTMe (BO3pacT 2—35 JieT) TIpoBeieHa OlleHKa
KIMHWYECKON  3(hGEeKTUBHOCTU  MPOGUIaAKTUUECKOTO
npuema OJjiokaTopa JIEMKOTPUEHOBBIX PELENTOPOB —
MOHTeJIyKacTa yepe3 1 1 3 Mec, peXXuM IipreMa Iiperna-
para MoHTesykacT: no 1 tabnerke (4 mr) 1 pa3 B neHb
nepopajibHO KypcoMm 3 Mec. OauH peOGeHOK MCKITIYeH
W3 MCCIIeIOBaHUs B CBSI3W C HEOIArONpUsITHON peakiiuei
B BUIE Pa3dpakUTEIbHOCTU. [TallMeHTHI TPYIIIBI CpaB-
HeHust (20 nmereit) B MepuOAbl OCTPOI pecrMpaTOpPHOM
WHOEKINY TToydaad CUMIITOMATUYECKYIO Teparuio.
Kputepuu a¢hGeKTMBHOCTH Tepanuu: KpaTHOCTb U IJTU-
TETBHOCTh OCTPBIX PECITUPATOPHBIX WHMEKINI B THSIX,
YacToTa BO3HMKHOBEHUSI CHMIITOMOB OpPOHXOOOCTPYK-
ouu B obenx rpymnmax. I[lyrem Ga/uibHOI OLIEHKM CUM-
MTOMOB OCTPOIl PECIMPAaTOPHON WHMEKIIMU TTPOBEIEeH
pacyeT KauHu4Yeckoro uHaekca — KU (taosn. 1).

Ilo wucreyenuu mnepuona HaGmomeHust (90 nHeit)
B OCHOBHOW TpYTITe OLEHUBAIN KIMHUYECKUE TTPOSIBIIE-
HUST OCTPOW PECTTUPATOPHON MHMEKIIMU ¢ TTOBTOPHBIM
pacuetom KW, pa3zHOCTb KOTOPOTO 0 U TOCIE JIeUeHUS
oTpaxana KoadduunueHT s¢hdekTuBHOCTH (Tabn. 2).
KoHeuHnass Touka wuccienqoBaHUsSI — COKpallleHHWe Tpo-
TMOJDKUTEJIBHOCTA OCTPOIl pecrupaTopHOil MHGEKIIUH,
YMEHBIIIEHWE YAaCTOThI ¥ BHIPAKEHHOCTH KallUIsl, CHIKE-
HUE YaCTOThI 0OCTPYKIIUY OPOHXOB.

Cratuctuueckasi 0o0pabOTKa TIOJTYYEHHBIX JaHHBIX
MpoBeieHa METOAaMU OMKUCATEIbHOM U HeTlapaMeTpude-
ckoit cratuctuku (Microsoft Excel 2007, Statisticav.10.0).
Pe3yabTaThl TipeacTaBieHbl B BUAEe MeIUaHbl 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 IBYyMS
HECBSI3aHHBIMM TPYMIIaMU OMPENeNIsIN HermapaMeTpu-
yeckuM kputepuem U MaHHa—YWUTHMU, TIpU CpaBHe-
HUW JIBYX 3aBUCUMBIX TPYITII UCITOIb30BaH Kputepuii T
Bunkokcona. KadecTBEeHHYI0 OILIEHKY MEXTPYITIIOBBIX
pa3auurii MPOBOAWIN C UCIOJIb30BAHUEM KPUTEPUS )2,
MPpU CPaBHEHUU IBYX 3aBUCHMBIX TPYITI UCIOJIb30BaJICS
kputepuit Mak-Hemapa. Cratuctnyeckd 3HAYUMBIMU
cuurtanu paznuums ripu p<0,05.

Metonom otHommeHust maHcoB (OILl) onpeneneHb
HauboJjiee 3HaUMMbIe (PaKTOPBI PUCKA Pa3BUTHUST OCTPOIA
ooctpykumu (daktop 3Haumm mipu OL >1). TIpo-
THOCTMYECKAsT LEHHOCTh JIOTUT-MOJEIU, TOJy4eHHOM
B pesyJibTaTe TMOIIaroBOro perpecCMOHHOTO aHalIu3a
MPEAUKTOPOB OpPOHXMAJBHOW AacTMbI, OIIEHEHAa MeTO-
noM ROC-ananusza (Receiver Operator Characteristic)
u onpeneneHnem AUC (Area Under Curve).

Pe3ynbratbl

Hekotopble pe3yabTaThl HACTOSIIIETO HUCCAEA0Ba-
HUS OBLIA OIYOJIMKOBAaHBI paHee W OCBEIlaIu BOIPOCHI
(haKTOpOB prCKa, UMMYHOJIOTUYECKYIO XapaKTEPUCTUKY
U OLIEHKY KJIMHUYECKON 3(PdEeKTUBHOCTU TpHUMEHE-
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Hus MoHtenykacta [13—15]. CornacHo MoJiydeHHBIM
pe3yabTaTaM CTaTUCTUISCKH 3HAYMMBbIe HeOIarompusIT-
Hble (haKTOPhI Pa3BUTHSI OCTPOI OOCTPYKIIMU MPEACTaB-
JIeHBI B Ta0I. 3.

CrnemyeT OTMETUTh, 9TO (DAKTOPHI, TIOBHIIIAIOIINE
BEPOSITHOCTH TTOBTOPHBIX 3TMM30I0B OOCTPYKIINH, a 3Ha-
YUT, U PUCK DPA3BUTHUST OPOHXUATHHOUW acCTMbI, MOXHO
paznenuTh Ha 2 HanpasieHus (Taba. 4). [lepBoe Hampas-
JIEHWe — CeMeifHast aToTWsI, 3HAaUMMasl Y>Ke TIPU TTepBOM
1 MTOCJIEYIOIIMX MU30/1aX OOCTPYKIIMU, BTOPOE HAMPpaB-
JIeHWE — TaTOJIOTUST TMMMOTIOTOYHOTO KOJIblia (XpOHU-
YeCKUIA aleHOUINT), YTO TIO3BOJIAIIO HaM TIPEIITOIOXKHUTh
3aMHTEPECOBAHHOCTh BUPYCHO-0aKTEPUATLHON KOHTa-

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

MWHALMKU B (DOPMUPOBAHUU TTEPCUCTUPYIOIINX CUMITTO-
MOB 00CTpYKIIMM OpoHXOB [16—18].

Hauano mposiBieHust cuMnToMOB 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
cootBeTcTBeHHO (p=0,4), y OCTaJIbHBIX MAIUEHTOB KJIM-
HUYEeCKHWe TIPU3HAKU TIPOTPECCUPOBAIN TOCTEIIEHHO.
BbIpaskeHHOCTh KaTapajbHBIX CUMITOMOB CTaTUCTH-
YeCKU 3HAYMMO MpeBapoBaia Y OOJbHBIX C OCTPHIM
MpOCTbIM OpoHXUTOM (67,6%; p=0,04), Kak 1 BeIpaXKeH-
HOCTb OOIIIMX CUMIITOMOB MHTOKcUKauu (44,1% B mom-
TPyMIe ¢ TMPOCTBIM OPOHXUTOM TIpoTUB 22,7% y Tanu-

Tabauya 1. Cxema 6a1/IbHOI OIIEHKH KJIMHUYECKUX IAHHBIX NPH PECTIMPATOPHOI HH(pEKIHM

IIpu3nax
0 1

Ouenka, 0aJuIbI
2 3

3a10>KEHHOCTh HOCA Her

MHTEeHCUBHOCTD BbIIEICHUI

Her
M3 HOCa
N3meHeHre ghIxaHus Her
JImATeIbHOCTD Kallllst 1-2 Hen
MHTEeHCMBHOCTD Kalllis B THEB- Her
HOE BpeMs
MHTEeHCUBHOCTD Kalllisi B HOU- Her
HOE BpeMs
Cymma 6aioB (KI)

Ci1abo BbIpaxeHa

CKynHbIe

BnaxHbie XPUIIbI
IIPpU IbIXaHUU

2—3 Hen

Karenpb B TeueHue
OIHOTO KOPOTKOTO
neproma

B teueHune HouM OqMH
pa3 CoH ObLT HapyIlIeH
KarieM

YMepeHHO BbIpa’k€Ha

YMepeHHO BbIPa>kKCHDbI

CBucTsIlee JbIXaHue

1-2 mec

bonee yuem 2 nepuona
KAlIIlISI B TEUEHME THS

2—3 npoOyKaeHUS
HOYBIO M3-3a KalllIs

CHWJIBHO BBIpaXkeHa
OOMJIbHBIE

Brsxenue yerymum-
BBIX MECT TPYIHOW
KJIETKHA

bonee 2 mec

Yacrblii Kalleab
B T€UEHME THS,
He Mellarouni
MOBCEIHEBHOMN aKTUB-
HOCTH

Yacrblii Kalesb 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 KIMHMYECKOro HHAEKCA 10 U Iocie

Pe3syabrat neyenns evennst Koaddunuent addexTuBHocTn
bes acppexra 0 1
HesHnauntenbHbli 2 heKT 1-2 2
V10BIeTBOPUTENbHBIN 3-5 3
Xopommit 6—9 4
OTIMIHBIIT 10 u Gonee 5

Tabauya 3. @aKTOPBI PUCKA PA3BUTHS OCTPOIi 00CTPYKIMH, 71 (%)
Table 3. Risk factors for acute obstruction, » (%)

DakTop pucka 00B (n=75) OIIBb (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

®akTop 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 TIepMaTUT 8 (25) 31(72,1) 7,7 (2,7-21,9; p<0,05)

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

eHTOB ¢ OpoHxoobctpykiueii; p=0,02). debpuibHas
JIMXopanka B 3 pasa yaille BCTpeuyajach y JUIl C OCTPhIM
npoctbiM OponxutoM (p<0,001), mpu OOCTPYKTMBHOM
OpoHxute B 1/3 ciyyaeB BBISBISIUCH HOPMOTEPMMSI
n cyodeodpunbHas Temreparypa (p=0,01). SBaeHwus
IbIXaTeJbHOUM HemocTaToyHOCTH I cTereHu BBHISIBICHBI
y 25,3% mauneHToB, y 2/3 W1l MPU3HAKK JBIXaTeIbHOMN
HEIOCTaTOYHOCTU cooTBeTcTBOBaiu | cremenu. Jlabo-
paTOpHBIF MOHUTOPUHT TTOKa3aj, YTO WHIWBHUIYYMBI
C OCTPBIM OOCTPYKTHUBHBIM OpoHXUTOM B 20% ciydaeB
UMEIU OTHOCUTEJIbHYIO 303MHOMWINIO B nepudepuye-
ckoit kposu (7,0+1,0%).

JInsT  yTOYHEHUWST BO3MOXKHOW TPUTTEPHON posn
BUPYCOB U 0OakTepuii TpoBedeHa STUOJIOTMYecKast
OlLIeHKa OCTpBIX OpOHXMUTOB. B pesynbrare pecnuparop-
HbIe BUPYCHI BbIsIBIeHBI Y 53 (70,7%) nmeteil ¢ OCTpBIM
0OCTPYKTUBHBIM OpoHXHUTOM, y 19 (55,9%) — c ocTpbIM
npoctbiM OponxutoM (p=0,008). JleTanbHbI aHAIN3
STHUOJIOTUY OCTPBIX OPOHXUTOB B 3aBUCUMOCTH OT (hOPMBI
MoKa3ajl, 4YTO pecrupaTopHble BUPYCHI B BUJIE€ MOHOWH-
ek 1 MUKCT-UH(DEKIIMU HaOJI0IaTMCh OMHAKOBO
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 KOMHGEKIIUU
CTaTUCTUYECKU 3HAYMMO HE pas3jinyayjach y MalMeHTOB
nByx rpymm (p=0,3) u B 33% ciyyaeB OblIa TIpeicTaBIcHA
peCIIMPaTOPHO-CUHIIMTUATIBHBIM ~ BUPYCOM,  COYETalo-
IIMMCS Y KaXI0TO YETBEPTOTO pedeHKa ¢ aleHOBUPYCOM,
BUPYCOM Iaparpurina, puHOBUPYCOM M KOPOHABUPYCOM.
B cirygae popmupoBaHUST GPOHXOO0OCTPYKIIMK BEAYIIYIO
MO3ULIMIO 3aHWMAajla PUHOBHMPYCHAsT MHMEKIINS, BBISIB-
nsgBiasicss B 24,5%, B rpymnie ¢ OCTPBIM TTPOCTHIM OPOH-
XUTOM PUHOBUPYC He 3apeructpuponaH (p=0,02).

Bocnanenue npIxaTelIbHBIX ITyTel TPU OOCTPYKTUB-
HOM OpOHXUTE XapaKTepu30BaJIOCh CTATUCTUUYECKU 3HA-
YUMBIM TTOBBIIIIEHUEM YPOBHEM KaK MTPOBOCTAIUTETbHBIX
(IL-1p, IL-6; p=0,02), Tak ¥ TTPOTUBOBOCTIATUTEIHLHBIX
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-
nanuteabHbix 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] u 60,6 [28,7; 141,8] nr/mMiI 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
COTPOBOXIAJICST CTATUCTUYECKM 3HAUYMMBIM  TTOBBIIIIE-
HueM koHueHTpaiuu MIP-1a B chiBopoTKe KpoBu B 1,8
pasa o cpaBHEHUIO C aHAJIOTMYHBIM ITOKa3aTesieM y JeTei
¢ obcTpykumsiMu MeHee 3 pa3 B rox (199,1 [131,7; 524,9]
u 111,4 [59,6; 225,2] nir/mn cootBercTBeHHO; p=0,01).
OmHOBPEMEHHO TMALIMEHTHI ¢ MIEPCUCTUPYIOIEH 00CTPYyK-
el JeMOHCTpUpPOBaIn B 2,3 pa3a 0ojiee HU3KME 3HAYe-
Hust IL-8 B cpaBHEHMM ¢ TTAlIMEHTaAMU ¢ OCTPBIM TTPOCTBIM
opouxutoMm (p=0,047). Takum oOpa3om, ocTpbie OPOH-
XUTHI poTeKatoT ¢ uHuuManueit Tunos Thl (IFN-b, 1L-8,
GRO-a, MIP-1B) u Th2 (MCP-1, MIP-1a, RANTES)
UMMyHHOTO oTBera. Ilepcuctupyrommii OpoOHXOOCTPYK-
TUBHBI CHHIPOM XapaKTEePHU3YeTCsl TOBBIIIEHUEM KOH-
nentpaiuu MIP-1a Hapsiny co cHukeHueM ypoBHst [L-8.

HauGonee BaXHBIM TpPEACTABISETCS Yy4YET BbISIB-
JICHHBIX HAMW M3MEHEHUI IIJIsST TTPOTHO3MPOBAHUST OCO-
OEHHOCTEN TEeYEeHMSI OCTPHIX OPOHXUTOB C 3MU30AAMU
CBUCTSIIETO IbIXaHUS Y JeTeil HOIIKOJBHOTO BO3pacTa.
MeTomoM MoIIaroBoro BKIIOUYEHUsT/UCKITIOYEHUS TIPOBE-
JIEH PerpecCOHHBIN aHaIN3: UTOTOBOE YpaBHEHUE JIOTH-
CTUYECKOM perpeccuu BKITIOYaeT 3 (hakTopa prcka, oKa-
3pIBAIONINE CTATUCTUYECKU 3HAUMMOE BIIUSTHUE Ha PUCK
pa3BuTHs 3a001eBaHus (Tad. 5).

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

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

Tle X, — aTONWYECKUI NepMaTUT B aHAMHE3e, X, —
OTSTOILIEHHBIN HACIEACTBEHHBIN ajjleproaHaMHe3 Co
CTOPOHBI POACTBEHHUKOB | MHMM, X, — XpOHMYECKMii
afeHOUINT.

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

CormacHo pe3yibTaTaM, ITOJyYeHHBIM C TTOMOIIBIO
onpocHuka «Asthma Prediction Tool», ycraHoBieHo,
yTo 0KOJO0 50% MalmeHTOB C OCTPBIM OOCTPYKTUBHBIM
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Tabauya 5. OcHOBHBIE 3HAUEHHUs] YPABHEHH JJOTUCTHYECKOIi perpeccuu
Table 5. The main values of the logistic regression equation

IIpenukTop B Std. Err. of B B Std. Err. B p
KoHcTanTa — - —0,592 0,217 0,009
ATOIMMYECKUIA TEPMATUAT 0,453 0,089 0,409 0,080 <0,0001
OTSITONIEHHBIH aJIeproaHaMHe3 CO CTOPOHBI 0.307 0.089 0.261 0.075 0.001
POACTBEHHUKOB | TnHMM ’ ’ ? ’ ’
XpOHUYECKUIA aEHOMUINAT 0,233 0,079 0,281 0,096 0,005

IIpumeuanue. p — perpeccuoHHblit Koabduument; Std. Err. of B — crannaprtHas ommbka f3; B — cBo6oanslit wien; Std. Err. B — crannaptHast
ommbKa B; p — ypoBeHb CTAaTUCTUYECKON 3HAUNMOCTH.

Ta6auya 6. YacToTa pasBUTHA PECIHPATOPHBIX 3200JIeBaHHII 32 3-MeCAYHBIN NePHOI HAOTIOAEHHS Y IeTeil 0CHOBHO IPYIbI,
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

OcHoBHas 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 Tpynmax 10 v nmocje Je4eHus: cTaTuctuuecku 3Hauumbl (p<0,05) * — kputepuit T BunkokcoHa, ** — kpurepuit
Mak-Hewmapa.

OPOHXUTOM WMEIM HU3KUI PUCK Pa3BUTUST OPOHXU-
aJIbHOM acTMBbI, OKOJIO 45% WMeNnu pUCK CpeaHei 3Ha-
YUMOCTU U KaXXIBI HEeCATHI MMeT BBICOKYIO CTENeHb
pucka. B katamHe3e peanusainusi OpOHXMATbHOW aCTMBbI
otMmeueHa y 30,9% naunenToB, u3 Hux 15 (78,9%) umenu
CpemHUI pUCK pa3BUTHS 3aboseBanus, a 4 (21,1%) mamu-
eHTa ObLIM M3 TPYIIIBLI BHICOKOTO pUcKa. B xome Tectu-
poBaHUsSI pa3pabOTaAaHHOW TPOTHOCTUYECKON MOAEIN
Ha KOHTPOJILHOM BbIOOpKe (n=18), BKiItovatolei 5 nereit
¢ Bepr(UIIMPOBAHHBIM B KaTaMHe3€¢ TUArHO30M OPOHXU -
aJIbHOM acTMBI, BEpPOSITHOCTb PUCKa Pa3BUTHST 3a00J1eBa-
HUST cocTaBuiia 6oiee 0,5, YTO CBUAETELCTBYET O PUCKE
pa3BUTHS OPOHXUATBHON aCTMBI y TAaHHOTO pebeHKa.

CorlacHO COBPEMEHHBIM PEKOMEHAALUsIM B CITy-
yae BBICOKOTO PHUCKA Pa3BUTHUSI OPOHXMATBLHOW aCTMBbI
y pebeHKa 1eJecoobpa3Ho KoJuleThaabHoe (C yJacTheM
aJTeproJyiora /Wiy MyJIbMOHOJIOTa) Ha3HAYeHUE C LIeJTbIO
nuddepeHInaIbHON TUarHOCTUKKM TPOOHOro  Kypca
MMPOTUBOBOCTIAIMTENILHON ~ Teparuu HU3KHE JIO3BI
WHTAJISLMOHHBIX TJIIOKOKOPTUKOCTEPOUIIOB WIIM aHTU-
JIEKOTpUEeHOBbIE TIpernaparsl [1].

B xone oneHkn kinmHUYecKoil 3¢(GEKTUBHOCTH TIPO-
JIOHTUPOBAHHOTO Kypca MOHTEJIYKAcTa YCTaHOBJIEHO
CTAaTUCTUYECKN 3HAYMMOE COKpallleHWe TPOAOIKUTEb-
HOCTH OCTPOI1 pecMpaTOpHON MHMEKIINN Y AeTeil OCHOB-
Hoit rpynmsl ¢ 18,0 [15,0; 21,0] mo 10,0 [9,0; 11,0] cyr
(p<0,001), craTuCTUYECKN 3HAYMMOE CHUKEHUE YaCTOThI
BO3HMKHOBeHMS cBUCTIIMX xputos ¢ 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
rpyrel — 15 (51,7%), yepe3 1 Mec Tepanuu COXpaHSUTMCh
vy 9 (31%) nmauueHTtos, uepe3 3 mec — y 4 (13,8%) uz 29
Ha6monasimxcs (p=0,02; Tab. 6).
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Puc. 3. ROC-ananu3 aJis JOTUCTHYECKOI MOIeJIH.
Fig. 3. ROC analysis for the logistics model.
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Musepruyxuii F0.JI. u coasm. KnuHuueckast 3hheKTMBHOCTb aHTUIICHKOTPUEHOBOI Tepanuu y IeTei ¢ OCTPhIMU OPOHXUTaMK

IL-1B

o)

IEN-B IL-§

IFN-y = / IFN-02
®eee .’
|~
IL-10 TNF-a
OOb = = OIIb -++-++ KoHtponpHas rpynmna

Puc. 1. ConepkaHue IUTOKHHOB B CHIBOPOTKE KpoBHu (Me) y ne-
Teii 00C¢Ie0BAHHBIX TPYIII.

IIpaBuibHbIil cCeMHYTOIBHUK OTPAXKAET MOKA3aTeId KOHTPOJIb-
HOii rpynnbl, npuHsAThHIE 32 exununy. OOB — ocTpblii 00CTPYK-
TUBHBIA 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 JeMOHCTPUPOBAl CTaTUCTH-
YyecKM 3HAauMMOe CHMXEHME IO BCEeM IapaMeTpaM.
B uenom Ha ¢doHe JeYeHUsT BUPYCUHIYIUPOBAHHBIE
CBUCTSIINE XpUITBI KynupoBaiuch y 24 (82,8%) maun-
eHToB (p<0,001). IMTpomoaKUTENAbHOCTh MOCTUH(DEK-
LIMOHHOTO Kaluisi cokpaTtuyiachk ¢ 3 go 2 Hen (p<0,001).
bonee 1/3 ponuteneii OTMETUIM CTATUCTUYECKM 3Ha-
YUMOE YMEHBIIeHWE BBIPAXKEHHOCTU JTHEBHBIX CHM-
MTOMOB, HOUYHOM Kamrenb y 20 (68,9%) meteit oTcyT-
crBoBan (p<0,001; puc. 4). Kak nOTOJHUTEIbHBIN
3¢hGEeKT 0OTMEYEHO CTATUCTUYECKU 3HAYMMOE YMEHb-
IeHWe CUMIMTOMOB ajlIepTMYeCKOr0 PUHUTA y TMallM-
€HTOB OCHOBHOI Tpynmnsl (p<0,001).

WTOrOBBINM KIWHUYECKUIT WHIEKC IO 3-MEeCSYHOTO
Kypca MoHTenykKacta coctaBui 10,0 [8,0; 11,0], mocie
kypca — 3,8 [3,0; 5,0], yTo meMOHCTpUPYET BBICOKYIO
3¢ HEKTUBHOCTH KyPCOBOTO MCTOJIb30BaHMSI MOHTETYKa-
cra y JeTeil ¢ peluaMBaMyu OpOHXUATbHOW OOCTPYKIIMU
(»<0,001). KoadduuueHt 3¢hdekTuBHOCTH (pa3HOCTD
KJIMHUYECKOTO WHAEKCA IO M TIOCNie Kypca JICUeHUS)
y 58,6% cOOTBETCTBOBAJ XOPOIIEMY KIMHUYECKOMY
3¢ dexTy, 4TO MPOSBIAIOCh TEUEHUEM OCTPOU pPeCcIT-
paTopHOl MHMEKIMU Oe3 BOBICYEHUs] HWXKHUX JIbIXa-
TeJTbHBIX TTyTel, CHUKEHUEM YaCTOTHl I MHTEHCUBHOCTH
JMTHEBHOTO WM HOYHOTO KallUTsl, 3HAYMTEJbHBIM YJydIlie-
HUEM OOIIIETO COCTOSIHUST peOeHKa.

VY 34,5% nauuentoB Ko3duuneHT 3¢ GEeKTUBHO-
ctu OblT paBeH 3 (ymoBieTBopuTedbHas 3(pdeKTuB-
HOCTb). B 3TOM ciydae poauTenn OTMETUIU oOOIIee
YMEHBIIEHNe  BBIPAXXEHHOCTU  BCEX CUMIITOMOB.
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Puc. 2. ConepkaHue XeMOKHHOB B ChIBODOTKE KPOBH Yy JeTeid
¢ ocTpbiMu Oponxutamu (Me) B CPaBHEHMH C TOKA3aTeJsIMH
KOHTPOJIbHO# IPYNIIbI, MPUHATHIMH 32 €JUHHILY.

OOBb — octpsiii o6cTpykTHBHBIA OpoHxuT; OIIB — ocTpwiii
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

MHTEHCUBHOCTbD KallLIs HOYBIO 3% L1

VIHTCHCHBHOCTD KAILUIS THCM e | 0 2,3
>

0,8
JIIMTENbHOCTD Kaluist e

3aTpyAHEHHOE AbIXaHUE 1,3
B rpy/HO# KieTke W 0,2%

PUHOPSS  — ( 0+ 0
SANOKEHHOCTD HOCH  pu | ()% 2,0

Jlo gedenust H Yepes 3 mec 1eyenust

Puc. 4. IluHaAMHKA KJIMHUYECKHX CHMIITOMOB PECMPATOPHBIX
uH(EKIuii 10 ¥ nocje 3-MeCIYHOro Kypca MOHTEIYKacTa.
Vkaszano cpennee (M) 4uCI0 0ANIOB MO KAXKIAOMY CHMITOMY
(Mo olleHKe poauTeJeii).

* — pa3iMyMsi MeXIy TPyNNnaMH CTATHCTHYECKAS 3HAYUAMBI
(p<0,001; xpurepuii  CTbIOIEHTA /151 3aBUCHUMBIX 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).

HesHnauuTenbHblil pe3ynbTaT JiedyeHUs (Koahhuim-
eHT 3dektuBHOCTH 1—2) GBI TONMYYeH ¥ 2 (6,9%)
JeTeil, xapakTepru30BaJiCcsl YMEHbIIEHUEM MHTOKCHUKA-
1MUY, HE3HAYUTEIbHBIM CHMXEHHEM BbIPaXEHHOCTU
pecnupaTtopHbIX MPOSIBJIEHUI TMpPU OCTPOil pecrupa-
TopHOI MHbeKuunu. Bece ponurenu nereit aHaau3upy-
€MOM TpyIIbl OTMETUJIM YIOOCTBO MPUMEHEHUS TIEPO-
paibHOU (POPMBI, KPaTHOCTh AO3UPOBAHUS OAUH pa3
B JIeHb, YTO HE OTPAHUUYUBAJIO MOCEIIEHUE JETCKOTO
calna 1 00ecrneynsio BhICOKYI0 KOMILIAEHTHOCTb.

OO0cyxaeHue

V Kaxmoro mgToro naupeHTa B reMorpaMMe peru-
CTPUPOBAIUCH D03MHOMWINSI, a TakKkKe OTKJIOHEHMUS
B LIMTOKMHOBOM CTaTyCe, YTO CBUIETEILCTBYET 00 OCO-
OGEHHOCTSIX BOCITaJIEHUsI Y TIOBBIIIAET PUCK Pa3BUTUSI aTO-
nJecKolt OpoHxuanbHo# acTMEl [19, 20]. I1peobnananue
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pUHOBMpPYCa KaK 3THOJIOTMYECKOTO (haKTopa B TpyIINe
C pelMIMBUPYIOIIE OOCTPYKIIMEe OPOHXOB TMOATBEPXK-
JlaeT JaHHBbIE O BBICOKOM TMOTEHIIMATbHOM TPUTTEPHOM
NECTBUM PUHOBUPYCHOM MH(MEKIIMU B OTHOIIIEHUHU pea-
JIN3alM OpPOHXMATbHOM 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 JTOIOJIHSIOT OOBIYHO OIIEHMBaeMble
akTopbl prucka U HaOOPbI CUMIITOMOB, YKa3bIBAIOIINX
Ha BEpPOSITHOCTb OpPOHXMAJIbHOW acTMbl, Y MAallMEHTOB
C peuMauBaMu OpOHXUAJIbHOW OOCTPYKIIMM Ha (oHe
ocTpoit pecriuparopHoil uHdexkimu [12]. UmeHHo ipo-
BelleHUEe TIPOCTIEKTUBHOIO MCCJIEIOBAHUSI C TIPUMEHEe-
HUEM OIPOCHUKA y AeTeil 1—3 JieT mo3BoJIMIO TTOATBEDP-
IUTh ero 3(hGEeKTUBHOCTh U A0Ka3aTh, YTO JeTajbHast
OlIeHKa CUMIITOMOB Y JIeTeii paHHEero Bo3pacTa yjydlliaeT
MPOTHO3 Pa3BUTUSI OPOHXUAIBHOI acTMBI B DoJiee cTap-
1IeM BO3pacTe.

I'naBHas 11e1b MOHUTOPUHTA COCTOSIHUS Y TTAIIMeHTOB
C PEKYpPPEeHTHBIM OPOHXOO0OCTPYKTUBHBIM CUHIPOMOM —
BO3MOXHOCTh TIPEAYINPEXIaTh TOBTOPHbBIE ATMU30/bI
OOCTPYKIIMM M OpoHXUaJIbHOM acT™Mbl [1, 2, 5]. MHorue
aBTOPbI MPU3HAIOT, YTO TATTEPHbI CBUCTSIIMX XPUIIOB
(wheezing) y neteil IOIIKOJIBHOTO BO3pacTa MEHSIIOTCS
C TeueHWeM BpeMeHU M Ha (hOHE MPOTUBOBOCHAIUTEb-
Holi Tepanuu |5, 24, 25]. [lonydyeHHBIe HAMU Pe3yIbTAThI
TMOATBEPXKIECHBI B Psijie UCCIIEIOBAHU, B KOTOPBIX TaKXKe
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OPUINHAJIbBHbBIE CTATbU

MOKa3aHo, YTO KYypCcOBOE MPUMEHEHUE MOHTeIyKacTa
CTIIOCOOCTBYET CHMXKEHMI0O WHTEHCHBHOCTU M YacTOTe
MOSIBJICHUSI CUMIITOMOB OOCTPYKIIMM, COKpAIEHUIO
IUIATEIBHOCTU U TSDKECTU TEUEeHUSI pPecrrpaTOpPHOM
nHGEKIUU, TeEM cCaMbIM yYMEHbIIasi pUCK BO3HWKHOBE-
HUSI OpOHXMAIbHOM TUIIeppeakKTUBHOCTH [24, 25].

Hare uccnenoBaHue orpaHM4eHO HEOOJBIINM YHC-
JIOM BBIOOPKM TIAIIMEHTOB, TOJYYMBIIUX MpoduIaK-
TUYECKUII KYpC MOHTEJIyKacTa, 4YTO CJIYXUT ITOBOJOM
TSI TIPOJOJIKEHU ST UCCIIEIOBAaHMSI B JTAaHHOM aKTyaJTbHOM
TSI TIEAMaTPUM HaTIPaBJICHUM.

3aknovyeHue

IIpoBeneHHoe wuccaenoBaHUE CHOCOOCTBYET —pac-
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OPUINHAJIbBHbBIE CTATbU

Oco0eHHoCTH MPOI0IbHOI TedopMalu J1eBOTO KeJlyJA04Ka y AeTeii B Bo3pacre ot 1 roga
JI0 5 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 UCcNeaoBaTebCKNn MeauUMHCKAIA
ueHTp PAH», Tomck, Poccus;
2Pre0yY BO «Cnbupckuii rocynapCTBEHHbIN MeANLMHCKNA yHuBepcuTeT» MuHaapasa 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 ¥ AMUKAPIAHAIBHOTO CJI0EB
JIEBOTO JKeJTyA0YKa Y IeTeil B BO3PACTE OT OHOrO To/iA 10 MSATH JIET, POKIEHHBIX ¢ HU3KOii, 0YeHb HU3KOii H 9KCTPEMaIbHO HU3KOM
Maccoii Tesa.

Marepuasnsi u Metoasl. MccienoBanue BbinonHeno y 204 neteii B Bo3pacTte OT OJHOTO I0/ia 0 MSATH JIET; U3 HUX 53 pedeHKka, mpex-
JIEBPEMEHHO POXKIEHHBIX HA MO3JHHUX CPOKax OepemeHHOCTH, 103 pedeHKa, pOKIAEHHBIX ITyOOKOHEIOHOLIEHHbIMH, U 48 neTei,
POKIEHHBIX 310POBbIMM M JOHOLIEHHbIMHU. Jlehopmanusi SHI0KAPAUATBLHOTO, CPEIHEr0 H SNMUKAPIUAILHOTO CJI0EB B MPOJOJILHOM
HANpPAaBJEHUH OlIEHEHA B pexxuMe o()IaiiH ¢ IpuMeHeHneM TexHoiornu «cien naTtua» (Speckle Tracking Imaging-2D Strain).
PesynbraTel. Hapyienusi TpaHCMypaJbHOTO TpaaueHTa fed)opMaiiy CTeHKH JIEBOTO JKeJTyno4ka BbisiBieHbl y 11,32% nereii, pox-
JIeHHbIX ¢ HU3KOil Maccoii Tena, u'y 16,5% nereii, poxKIeHHbIX ITy0OOKOHEeIOHOMEHHbIMU. CHIDKeHHE cerMeHTapHoi nedopmanim
JIEBOTO KeJTy/104Ka 3apeructpupoBano y 33,96% nereii, npe:kieBpeMEeHHO POK/IEHHBIX HA MO3HUX CPOKAX OepemMenHocTH, Uy 18,44%
Jiereii, POXKIEHHBIX ITyOOKOHEIOHOLIEHHBIMU. Y JleTeii-CBePCTHUKOB, POXK/IEHHBIX 3/10POBbIMH M JIOHOIIEHHbIMH, HAPYIIEHHUs] TPAHC-
MYPAJIBHOTO PAIHEHTA CTEHKH H CETMEHTAPHOE CHIDKEHHe /iehopMaliu J1eBoro KelyJ04Ka He OTMEeUeHbl. Y JIeTeii, NpexkieBpeMeHHO
POK/IEHHBIX HA MO3/IHUX CPOKAX OepeMEeHHOCTH, HAPYLIEHHe TPAHCMYPAJIBHOTO rpajueHTa aedopManu CTEHKH JIEBOTO JKeJIyI0uKa
W CHIDKEHHeE CerMeHTapHoii 1e¢opMaliu B IPOIOIHHOM HANPABJIEHUH He CBS3AHbI C PEMO/IEJIMPOBAHIEM JIEBOTO KeTyJ09KA.
3akimoyenne. Passurtue cepieyno-coCyaUCTOl CHCTeMBI Y eTeil PAHHEro M JOIKOJIBHOTO BO3PACTA, POK/IEHHBIX NMPeKIeBPeMEHHO
¢ HU3KOii, 0YeHb HU3KOW M IKCTPEMAJILHO HHM3KOIl MAaccoil Tesa, XapakTepu3yeTcsl HAPYHWIEHHSIMH TPAHCMYPAJIBLHOIO rpajveHTa
nedopManyy CTEHKH M CerMEHTapHOil AedopManii JIEBOTO JKeJyI04Ka, 00yCIOBIEHHBIMH NMPOLECCAMH NMOCTHATAJIBLHOTO POCTA
W Pa3BUTHUSA JETCKOTr0 Cepaua, 4yto Tpedyer HAG I0JeHUs B aMOyIaTOPHO-NONMKIMHUYECKHX YCJIOBUSAX B MEPHOJ NE€TCTBA —
JIETCKOTO KapAMO0JI0ra 1 MeANATPa, a BO B3POCIOM BO3pacTe — KAPANOJIOTa M TEPANEBTA.

Karoueevte caoea: demu, HU3Kas Macca meaa npu pojscoeHul, O4eHb HU3KAs MACCa meaa npu posCOeHUU, IKCMPeMAanbHo HU3KAsA Macca
mena npu podxcoenuu, 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. Ocob6eHHOCTV rpoaosibHO gegdopmaLinmmy 1eBoro xesy-
Zouyka y aeteri B Bo3pacte oT 1 roaa ao 5 net, poaAnBLUNXCS C HU3KOW, 04eHb HU3KOW 1 9KCTPEMAasIbHO 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

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2023; 68:(1)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)

56




Tasawokosa E.H. u coaem. OcobeHHOCTH TPOOILHOI TehopMaLiy JIEBOTO XeJTyI0uKa y IeTeii B Bo3pacTe oT 1 rojia 10 5 JIeT, poIUBLIMXCS ¢ HU3KOIA. ..

Bo BceM Mupe oKojio 11% Bcex KUBOPOXKIEHHBIX
eTeil TOSIBJISIIOTCST Ha CBET TIPEXIEeBPEMEHHO;
noutu 14 MUTH MJageHIIeB poOXIAloTcs no 37-il Hemean
rectaiuu [1, 2]. Joist HEZOHOIIEHHBIX OETeil, POXKICH-
HBIX Ha TIO3JHUX CpPOKax OepeMEeHHOCTH, COCTaBJISIeT
70—84% oT Bcex MpeXIeBPeMEHHO POAUBIINUXCS W TPO-
noykaeT HempepblBHO yBenuuuBatbest [1, 3]. Tlpex-
NIeBpeMEHHbIE pOAbl — TIPU3HAHHBIN (haKTOp pHCKa
0oJiee MOJIOBUHBI BCEX HEOHATAIbHBIX CMEpPTEl U MOTYT
MPUBECTU K LEJOMY DSAY JUIMTENbHBIX OCJIOXHEHUI
y BbDKMBIIMX. YacToTa M TSKECTh HEOJArompUsITHBIX
KUCXONIOB TIPY 3TOM BO3PACTAIOT C YMEHbIIIEHUEM TecTa-
LIMOHHOTO BO3pacTa M CHUXXEHUEM KauyecTBa METUIIMH-
CKOI MOMOIIM. DKOHOMMYECKUE U3NEePKKU, CBSI3aHHbBIC
C TIpeXIeBPEMEHHBIMU POAaMM, 3HAYUTEIbHBI C TOYKHU
3peHUsT HEOOXOMMMOCTU TPOBENEHUS] HEOTJIOXHOM
WHTEHCUBHOW Tepanmuy B HEOHATaJbHBIN MEepUO, MpOo-
JTOJIKAIOIIMXCST JOJTOCPOYHBIX KOMITJIEKCHBIX TOTPEOHO-
cTeil B 00J1aCTH 3MpaBOOXPaHEHUSI, a TakKKe YyTpauyeHHOM
9KOHOMUYECKOW MPOU3BOAUTENbHOCTH [1, 2].

BonbmmHCTBO MJIafieHIIeB, POXACHHBIX Ha CpPO-
Kax OepeMeHHOCTH 32—36 Hel, BBDKMBAIOT INMPU ameK-
BaTHOM yXoJile M 0e3 MHTeHCHUBHOW Tepanmuu B HEOHa-
TanbHBIN nepuon. OmHAKO y MJAJACHIIEB, POXKICHHBIX
Ha 32—36-i1 Heesle OEPeMEHHOCTU PUCK CMEPTU B HEO-
HaTaJIbHbIN U MJIAJIECHYECKU T TIEPUOT BBIIIIE, YEM Y IETEH,
POXIEHHBIX B CPOK; TaKME MJIAJIEHIIbI XapaKTepU3YyIOTCS
MOBBIIIIEHUEM 3a00J1€Ba€MOCTH, CBSI3aHHOW C HEIOHO-
IIEHHOCTHIO, 110 CPAaBHEHMIO C TAKOBOW Y CBEPCTHUKOB,
POXIEHHBIX B CPOK (HAIrpuMmep, pecrnupaTOpHBIN auC-
TPECC-CUHAPOM M BHYTPUXKEIYTOYKOBBIE KPOBOM3JIHSI-
Hus) [1]. HenmoHo1ieHHBIE 1€TH, pOXKIEHHbBIE Ha TTO3IHUX
cpokax 6epeMeHHOCTH (0T 34-it mo 36-it Hemenu Oepe-
MEHHOCTH), (DU3MOJIOTUYECKU U METa0OJIMUYEeCKU MeHee
3peble, Y4eM JOHOIIEHHbBIe AeTH [ 3].

Heb6naronpusitTHbie (haKTOPHI B YCIOBUSIX TIPEXKIEB-
pPEMEHHBIX POJOB (FrOpMOHAaIbHAsI Teparusi, TUTTOKCUS
Tiona, HapylleHUe MaTOYHO-IUIAlleHTApPHOTO KPOBO-
oOpallleHNusT 1 BHYTPUYTPOOHOTO pocTa IJjIoja), OKa-
3bIBasi HEraTMBHOE BO3IEWCTBME Ha CTPYKTYpy pas-
BUBAIOILIETOCS MUOKapaa W KPYIMHBIX apTepuii, TOBbI-
IIal0T PUCK paHHETO Havaja CepAeYHO-COCYAMCTOM
MaTOJOTUU BO B3POCJION KU3HU Yy OOJBIIOTO YMCa
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HETOHOIIEHHBIX HOBOPOXKIEHHBIX, YTO TpebyeT KOM-
TUIEKCHOTO MEIMIIMHCKOTO COMPOBOXICHUS TAllMeH-
TOB IAaHHOM TpyIbl [4].

Camoe paHHee TIOKOJIEHUE MIIANIEHLIEB, POXKICHHBIX
HEIOHOIIIEHHBIMU ¥ BBDKUBIIMX OJlarogapst Tporpec-
CHUBHBIM MEIUILIMHCKUM TEXHOJIOTUSIM, K HACTOSIIEMY
MoMmeHTy gocturio 40-ymetHero Bo3pacta [5]. Ilo cpaBHe-
HUIO ¢ (DUBHOJIOTUYECKUMU paHHUE W TIO3THUE MPEKIIe-
BpeMeHHbIe porbl (34—38 Henm recralMn), COCTABIISIIOLINE
GOJIBIIYIO YacTh BCEX TMPEKIEBPEMEHHBIX POIOB, CYIIEe-
CTBEHHO B OOJBIIE CTEIEHU CBSI3aHbI CO 3HAYUTEJHLHO
BO3pACTalOIIel CMEPTHOCTBIO BO B3pOCJIOM Bo3pacTe [3, 6].

Takum obGpa3om, MOCKOJIBKY MWIIMOHBI MJIAIEHIIEB
BO BCEM MUpE POXKIAIOTCS HEAOHOIIEHHBIMU, BO3pac-
TaeT HEOOXONUMOCTb B JaJbHEWIINX MCCIEIOBAHUSIX
ONTUMAJIbHBIX PEXMMOB, 00pa3a XU3HM, KIMHUIECKUX
W TUAarHOCTMYECKUX MEPOTIPUSITHIA, KOTOPBIE MOTYT OJia-
TOTBOPHO BJIMSITh HA MOP(OJIOTHIO U (PYHKITNIO CepAeUHO-
COCYIMCTOM CHUCTEMBI B paCTyIIeH TOMyJISIUU JeTel,
MOAPOCTKOB W MOJIOABIX JIONEH, POXICHHBIX TPEXK-
neBpeMeHHo [1, 2].

Panee Hamu ObITM OMKMCAHBI PA3JTUYHBIE MOICITHA
CKpYYMBAHMS JICBOTO KeJydo4yKa, MokKazaHa aehopma-
1M1 HAOKAPAUATbHOIO, CPENHET0 U SMUKAPAUAIBHOTO
CJIOEB JIEBOTO XeJlyIouyka B IPOIOJIbHOM Harpasie-
HUM y JeTeil B Bo3pacTe OT 1 roma 10 5 JIeT, poKAeHHBIX
C OYEHb HU3KOW M IKCTPEeMAJIbHO HU3KOW Maccoil Teyia
[7, 8]. Ilyonukaiuii, 0CBEIIAIOIINX BOIIPOCHI COCTOSTHUS
nedopMalii SHAOKAPIUATBHOTO, CPEIHETr0 U SIUKap-
JIWAJTLHOTO JIEBOTO XeJyIo4YKa B TPYIIIe IeTei, poXIeH-
HBIX Ha MO3IHUX CPOKaxX OEpeMEHHOCTH, B CITELIMAIbHOM
JuTepatype Mbl He Haumi. OcTaeTcsl HeM3BECTHBIM,
CYIIECTBYIOT JIU OTIWYUSA IedopMalny JIeBOTO XKeJy-
JIOYKa B IMTPOIOJTHLHOM HapaBJIeHUH Y IeTel, POSKIEHHBIX
C HMU3KOW Maccoil Teyia, W JIeTei, pOXAEHHBIX C OYE€Hb
HU3KOU M SKCTpeMabHO HU3KOW MacCcol Tefa.

Ilems wucchaenoBanus: W3YYNTh AehOpMallMOHHBIE
CBOICTBa CTEHKHU JIEBOTO 3KEJIyIoYKa B TIPOIOJBHOM
HarpaBJIeHUM y JeTeil B Bo3pacTe oT 1 roma g0 5 Jer,
POXIEHHBIX C HU3KOM Maccoli Tefa.

XapakrtepucTuka petei u MeToabl UCCeaoBaHUS

B nccaenosanue BximoueHbl 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 yieT, poxkaeHHbIe
3[I0POBBIMU U JOHOIIEHHbIMU (Tabu. 1). [IpoBeneH aHa-
M3 UcTopuii pa3Butusi pedeHka (. 112) U uszydyeHo
TeueHne OepeMeHHOCTEe! y MaTepeil neTeld, mpexaeBpe-
MEHHO POXIEHHBIX Ha MO3IHUX CpOKaX OEpeMEeHHOCTH,
¥ TIPUHSIBIINX YYacTHE B HACTOSIIIIEM HccienoBaHnu. Bee
JIETU B Bo3pacTe oT | roma 1o 5 JieT, poXXIeHHbIe HETOHO-
IIEHHBIMU 1 JOHOIIEHHBIMHU, BKITIOYEHHBIE B HACTOSIIIIEE
HCcclieIoBaHUe, HAOMIOAAINCh B aMOYJIaTOPHBIX YCITOBUSX
JNETCKUX TTOJUKIMHUK ropoma ToOMCKa M OTHOCWJIUCH
K rpynne 310poBbst [—11.
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KputepusiMu WMCKITIOYEHUST M3 OCHOBHOM TPYITITBI
CIYXWIIM OTKa3 POAUTENiell OT 0OCeTOBaHUST; BHYTPU-
yTpoOHbIe WHGEKIIMN; BPOXIACHHBIE TTOPOKU Cepla;
rpynma 3nopoBbst II1—IV; poxneHue ¢ wucnonb3oBa-
HUEM BCITOMOTATEIbHBIX PEMPOTYKTUBHBIX TEXHOJIOTHIA;
TepUo PEKOHBAJIECIIEHIIMU TTOCJIE OCTPHIX PecpaTop-
HBIX 3a0oJieBaHMII MeHee 6 Mec; CeMeMHBI aHaMHe3,
OTSTOIIEHHBIM TI0 TUTIEPTPOPUIECKON M AWIaTAllMOH-
HOI KapaANOMHUOIIaTUH, UIIIEMUIECKON OOJIe3HM Cepalia,
apTepyuaJbHOM TUMEPTEH3UHU; MAaTOJIOTMUECKe U3MeHe-
HUST Ha 3JIEKTPOKapIUOrpaMMe.

AHam3 aHaMHe3a XM3HU y IeTeil B Bo3pacte oT 1 roma
0 5 JeT, POXIEHHBIX HEIOHOIIEHHBIMU W TIPUHSIB-
WX ydyacTHe B HACTOSIIEM WCCIeIOBAaHUU (TeYeHUST
OepeMEeHHOCTH Yy MaTepeil M paHHEero HeOoHaTaJIbHOTO
reprona), TO3BOJWI YCTAHOBUTH OOJIBIIYIO YacTOTY
JIMAarHOCTUKY YTPO3bI IIPEPIBAHKS OEpEMEHHOCTH Y MaTe-
peit — 22 nmerteil, poXKIEeHHBIX TNTyOOKOHEIOHOIIEHHBIMU,
n 20 neTeil, POXICHHBIX MPEKICBPEMEHHO Ha TO3M-
HUX cpokax GepeMeHHOCTH (y*=14,745; df=2; p=0,00006;
Phi=0,35; CC=0,33); mpoBeaeHUsI peCrUpaTOpHOIl IO/~
NEepXKKU — y 78 neTeil, pOXIEHHBIX TTyOOKOHEIOHO-
meHHbIMU, U 10 meTeil, POXIEHHBIX MpeXIeBPEMEHHO
Ha MO3IHUX 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 TIIyOOKOHETOHOIIEHHBIMU, W 34 NeTeil, pOKIeHHBIX
MPEXAEBPEMEHHO Ha TO3IHUX CpOKax OepeMeHHOCTH
(*=178,832; df=4; p=0,0000; Phi=1,041; CC=0,72);
Tepanmuu cypdakTaHTOM — y 62 #eTeil, pPOXIEHHBIX
IJTyOOKOHEIOHOIIEHHBIMU, 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), mpoBeaeHsT reMOTpaHCHY3Uii —
y 25 neTeit, poXXaeHHBIX TTyOOKOHETOHOIIEHHBIMU, OTCYT-
CTBUE TAaHHOW Tepariy y JeTei, pOKICHHBIX MPEXIeBpe-
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 TITy-
OGOKOHEIOHOIIEHHBIMU, Y 6 IeTeil, pOXKIACHHBIX TPEXKIeB-
PEMEHHO Ha MO3IHUX cpoKax 6epemeHHocTH (x*=221,354;
df=4; p=0,0000; Phi=1,176; CC=0,761); 3amep>kKu BHY-
TPUYTPOOHOTO pa3BUTUSI — y 13 aereii, poXXIEHHBIX TJTy-
OGOKOHEOHOIIEHHBIMU, Y 7 IeTeii, pOXKIACHHBIX TPEXKIeB-
pPeMeHHO Ha TIO3IHUX CpoKax GepeMeHHOCTH (}>=145,572;
df=4; p=0,0000; Phi=0,953; CC=0,69), petTuHONaTln —
y 23 gereil, pPOXIEHHBIX TIIYOOKOHEIOHOIIEHHBIMU,
y 1 pebeHKa, poKIEHHOTO IPEeXIeBPeMEHHO 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).

Jn3aiiH BBITIOJITHEHHOTO HWCCEIOBAHUS: MUJIOTHOE,
OJTHOMOMEHTHOE, CpaBHUTEJIbHOE. DXoKapauorpacbusi
npoBelneHa Ha yabTpa3BykoBoii cucreme Vivid E9 (GE,

OPUINHAJIbBHbBIE CTATbU

Healthcare) ¢ wucnonb3oBaHMEM MaTPUYHOTO JaTYMKa
MS5S (1,5-4,6 MHz). Dxokapauorpadust BBITTOJTHEHA
B ABYXMEPHOM peXHMe W3 TapacTepHaIbHON TO3WIINU
10 KOPOTKOM OCH JIEBOTO KeJTyI0YKa Ha YpOBHE MUTPAJTh-
HOTO KJIallaHa, MaMWUISPHBIX MBIIIIL, BEPXYIIKU cepala
U aUKaJIbHbIX TO3UIIUIA (ITO JUIMHHOW OCH JIEBOTO XeJTy-
nouKa, Ha ypoBHe 2 u 4 Kamep). KoHeuHbli cucTtonye-
CKUIi, KOHEUHBI TUACTOINYECKUN 00beMbI M (DpaKIINIO
BBIOpOCA JIEBOTO 3KeJyao4yKa OLleHMBaIM o Simpson [9].
Ha ypoBHe 4 Kxamep OlleHUBAJIM JUTMHHUK W MOTIEPEYHUK
JIEBOTO XeJTyI0YKa B KOHIIE AMACTOJBI C TTOCIEAYIOIIei
OLICHKON MHAeKca chepuIHOCTH JIEBOTO XeJrymouka [9].
B mapactepHanbHOI TTO3UIIMY MO JUIMHHOM OCH JIEBOTO
JKeJTyI0YKa TTPOBOAVIIN PacueT TOJIIMHBI MEXKETyI0U-
KOBOM TIEPETOPOAKY U 3aHEW CTEHKH JIEBOTO XeJIyT0uKa
Ha ypoBHe 3y6ua Q. . C ONpeIeIeHueM KOHEYHOTO I1a-
CTOJIMYECKOTO W CHUCTOJIMYECKOTO pPa3MepoB JIEBOTO
Xerymodka. Maccy MMOKapma M WHIEKC JIEBOTO JKely-
JIOYKA PACCUMTHIBAJIM COTJIACHO peKOMeHIausIM [9].

B uMMynbCHOBOJHOBOM  JomMILIeporpaduyeckom
peXUMe IO CIEeKTPY TPaHCMUTPATBHOTO MOTOKA OIpe-
NN MakcuManbHble ckopoctu E v A ¥ ux
orHouteHue (E/A ). Tleproa U30BOTIOMUYECKOTO pac-
cnaonenust (IVRT) neBoro xemymouka pacCUMTHIBAIU
MO0 BpPeMEHU MeXIy OKOHYaHWEM KPOBOTOKA B BBIHO-
CsIIIIeM TpaKTe JIEBOTO KeJyaoyKa M HayaJloM TpaHCMU-
TpasbHOTO MoTOoKa. Kpome Toro, MCTIoNb3ysT TEXHOJIOTHUIO
TKAHEBOTO JOMIUIEPOBCKOTO M300paxkeHUs] MUoKapaa
B UMITYJIbCHOM PEXHMME, OLEHWBAIM CKOPOCTh JBUKE-
HUs GUOPO3HOTrO KOJblla MUTPAILHOTO KJlariaHa Ha CTO-
pOHe OOKOBOI CTEHKM JIEBOTO 3KEIyIOYKa B TIEPUOI
panHei quacroibl (E ). ITo nokasatelro TpaHCMUTPaib-
Horo mortoka E . M ckopocTu ABUXeHUs (BUOPO3HOTO
KOJIbIIa MUTPAJIbHOTO KilaniaHa E  ouennBany napameTp
E_./E, [9]. Dxokapanorpaduueckue nokasareau mnpe-
CTaBJIeHBI B Ta0I. 2.

Hnsa oueHku aedopmalMu CTEHKU JIEBOTO KeJy-
JI0OYKa B TIPOJOJIBHOM HAIpaBJIeHUHN PETHCTPUPOBATI
ero JIBYXMepHble M300paxkeHUs] M3 aruKaJIbHOW TTO3M-
My 1ipu vactore KanpoB He meHee 40/c. 1o KpuBbIM,
MOJYyYeHHBIM M3 amnuKaJbHOW IO3WIUKM Ha YpOBHe 4
1 2 Kamep U MO JJIMHHOW OCHU JIEBOTO XeJIydouKa, pac-
CYUTBHIBAIA TJIO0ANTBHYIO HeOpMalMIO JIEBOTO XKEy-
nmouka B TipomojibHoMm HampasieHuu (Global Longitu-
dinal Strain — GLS), a Takxke medopMalrio KaxIoro
u3 18 BU3yanuM3uUpyeMbIX CETMEHTOB JIEBOTO Keily-
JIOYKa OHIOKAPAUAIBHOTO, CPEOHEr0 W OIUKapIv-
aJIbHOTO CJI0eB. 3HauYeHUs GLSAWg 3H/I0KapAMaTbHOTO
W BNUKApAUATBHOTO CJOEB TIOJydYadud aBTOMAaTHye-
CKU WJIW PaCcCYUTBLIBAIU TI0 (hopMyIie: I SHIOKapIu-
anbHoro cjoss — Global Longitudinal Strain  , AVG
(GLS, ,AVG)=GLS_ SC+GLS_ 6 4C+GLS A 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 pacrpeieieHUsT NCTIOTh30BaHbBI
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Tasarokosa E.H. u coaem. OcoOEHHOCTH MPOJOJIbHOI IehopMaLiiy JIEBOTO KeJyl0uKa y IeTeil B Bo3pacte oT 1 rofa o S JieT, POAMBIIMXCS C HU3KOIA. ..

kpurepnn Jlmmmedopca n Illanmupo—Ymika, mo pe3yib-
TataM TUIIOTe3a O TayCCOBCKOM pacrlipe/ieJieHuu Oblia
oTBepruyra. JIJIT OLIEHKM JBYX COBOKYITHOCTEH OBLI
ucnosib3oBaH kKputepuit U Manna—YutHum, tect Kpa-
ckena—Yosumnca (ANOVA) n1st cpaBHEHUSI MHOXECTBEH-
HBIX COBOKYMHOCTe#. O1ieHKa YacTOThl MpU3HaKa MPOBe-
JIeHa C MCIOJIb30BaHeM Kputepus y2. Pasnmnuus cuutanu
craTuctuyecku 3HaumMmbiMu Tipu p<0,05. PesynbraThl
npencTaBiieHbl B Buge MESD (rne M—cpenHee apudme-
TM4eckoe, SD — cTaHmapTHOEe OTKJIOHEHHUE), MeIWaHbI
(Me), BepXHETO U HUXKHETO KBapTUJIEH.

Pe3ynbratbl

H3BecTHO, 4TO medopMmalus SHIOKAPAMATBHOTO
cliog Oomplre nmedopMalliy  AIUKAPAWAIBHOTO  CJIOS
JIEBOTO XeJynouka. B cimydae ecnv gecopmanyst armkap-
NMAJILHOTO CJIosl OoJibllie aedopMalvuy 3HA0KapaAUalb-
HOTO CJIOSI, 3TO CBUAETEILCTBYET O HAPYIIEHUM TPaHC-
MypaJbHOTO TpagueHTa JedOopMall CTEHKU JIEBOTO
Xelyaouka. B TIpoBelneHHOM HaMU  HMCCIeI0BaAaHUM
0OHapy:KeHO HapylleHWe TPaHCMYpPaJbHOTO TpamueHTa
nedopMalLy CTEHKHU JIEBOTo Xenynouka y 11,32% nereit
B Bo3pacTe OT | roma o 5 JIeT, OTHOCSIIMXCS K KITMHM-
YEeCKOW TpYyIIe OeTeil, POXIAEHHBIX IPEXIEBPEMEHHO
Ha MO3IHUX CpoKax OepeMeHHoCTH, U 'y 16,5% neteii-
CBEPCTHUKOB, POXICHHBIX TIIyOOKOHEIOHOIIEHHBIMU
(tabu. 3). B kauecTBe mokasaTesbcTBa Ha puc. 1 TIpUBO-
IATCS KITUMHUYECKUE PUMEPBI IeTei, MMEBIITUX Hapyllle-
HUE TPaHCMYPAJBHOTO TpaaueHTa JedopMaly CTEHKU
JieBoro xenymodka. CiaenyeT OTMETUTh, YTO Mbl HE BBISI-
BWJIM pa3IMUMiA TIO JIOKATM3ALNKU U KOJIMYECTBY CETMEH-
TOB, UIMEBIINX HAPYIICHUS TPAHCMYPaJIbHOTO TpareHTa
nedopMany CTEHKH JIEBOTO KeJTyIouKa, MeXKITy KITMHU-
YecKMMU TpyTIamMu AeTeit B Bo3pacte ot 1 roma a0 5 yier,

POXIEHHBIX TITYOOKOHEIOHOIIEHHBIMU W POXICHHBIX
MpeXIeBpEMEHHO Ha TTO3IHUX CPOKaX OEPEeMEHHOCTH.

CerMeHTapHOe CHMWXeHue nedopmaiuu (3HaueHue
nedopmMarmu oboro cermeHra MeHee —18% B abco-
JIOTHBIX 3HAUEHUsIX) OOHapyxeHo y 33,96% nereid,
POKIEHHBIX TIPEXKIECBPEMEHHO Ha TIO3IHUX CpOKax
GepeMeHHOCTH, U Y 18,45% nerteii, poXXIEHHBIX TITyOOKO-
HelloHOIIEHHBIMU (cM. Tabu1. 3). [1pu atomy 7 u3 19 nerei,
POKIEHHBIX TITyOOKOHETOHOIIIEHHBIMM M WMEBIIUX CET-
MEHTapHOe CHIKeHMe NehOopMalu, 3aperiCcTpUPOBAHbI
CErMEHTHI ¢ TOJIOXUTEbHON AedopMaliieli B MPOaOJIb-
HOM HampaBieHuu. Ha puc. 2 mokazaH KIMHUYECKUIA
npuMep pebeHKa, POKIEHHOTO HETOHOIIEHHBIM C Mac-
coit Tema 1370 T, y KOTOpOTO CErMEHT C ITOJIOXKUTEIHbHOI
nmedopMalyeil okpaiieH B rojriyooii msetr. Ciemyer oTMe-
TUTh, YTO HA B OMHOM KJIIMHWUYECKOM CJTydae Cpelu IeTei,
POKIEHHBIX C HU3KOM Maccoi TeJia, IO JaHHBIM TOJISIp-
HBIX KapT 3HauYeHuil nedopmaimu 18 cerMeHToB M IJIO-
GabHO AehopMalK JIEBOTO KeTyI0YKa SHAOKapAalb-
HOTO, CPETHETO 1 3MMKAPAUATHLHOTO CJIOEB B TTPOAOTHLHOM
HarpaBjJIeHUN 10 CXeMe «ObIuMii M1a3», He HAOIIoaINCh
CEerMEHTHI ¢ TIOJIOKUTENbHOU Aedopmaneir. B rpymme
JIeTel, POKICHHBIX 3IOPOBBIMU M JOHOIIEHHBIMU, Hapy-
IIEHUST TPaHCMYPaJbHOTO TpPaWeHTa CTeHKH JIEBOTO
SKEJTyIOYKa WM CETMEHTApHOTO CHIDKEHUs aeopMaliui
He oTMeuanuch (puc. 3).

Panee y nmeteit B Bo3pacte oT | roma g0 5 jier, pox-
JNEHHBIX TJIyOOKOHEIOHOIIIEHHBIMM, HaMU BBISIBJICHA
CBSI3b PEMOJICIMPOBAHUS JIEBOTO KEJTYIOYKA CO CHIVIKE-
HUEM CerMeHTapHOi OedopMalui W HapylleHHeM Ipa-
JIUEHTa TpaHCMYypalbHOU IedopMalii CTEHKU JIEBOTO
xenmynouka [8]. OmHako B HACTOSIIEM MCCIICIOBAHUU
Ha TIPeCTaBIcCHHOM 00beMe BBIOOPKHM JeTeH, pOXKICHHBIX
C HM3KOW Maccoil Teia, CBSI3b PEMOIETUPOBAHHUSI JIEBOTO

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

. Hykamii—BepxHmii DA IS —
IToka3arennb I'pynna nereii M=SD Me oo MaKCHMAaJIbHOE
3HaYeHne
TTPIICH 3,155x1,224 3,0 2,5-4,0 1,0-5,0
Bospacr, rogsr 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 1177+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 poxnenun, 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. Tloka3zaTeam CTAHAAPTHOM 3XoKapauorpaduu y 1eTeii B BO3pacTe OT OJHOIO roJa /10 MATH JIeT, POXKIEHHBIX ¢ HU3KOIA,
0YeHb HU3KOIi, IKCTPeMaIbHO HU3KOi 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 Huknuii—BepxHuii R nol;ls;tl:: . — LI, BLCa O
IToka3arenn pyn . M+ SD Me P MaKCHMAJIbHOE P oy 3HAYMMbIe
nerei KBapTHJIb Yommcy
3HaYeHHe 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 312651230 3,000 2,00—4,00 1,000—5,00 HLIL. H.IL.
p » TORL 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- ITPIICE 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
Gmov - [IPIICE  46,792+9,032 47,138 40,28-53,678  29,032—71,028 HLIL L
Ha [T, ma/m IH  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 H.IL.
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- THI 054260063 0,541  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:
cTosy, YC/I.e/. 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  sosi-11137 o0 THAL U
na [T, cM/m? JIH 8,546+1,256 8,518  8,182-9,406  5,675—11,316 =0 =
Monepeunnxk THIL 438820760 4373  3.935-4.830 20956158 o, o, Hpnz%EO&)fH;
JUK B nnacrony  TIPTICH  4,442+0,614 4,514 3,969—4,763 2,893—5,687 =0 0’000 Fﬁﬂ > TTH:
na [T, cm/m? JIH 5,020£0,751 5,087  4,313-5490 3,448—6,456 =0 0,002
THO  6224+1239 5899  5454—6,897 3,194-9,975 _ ,
M e TIPIICE 598701422 5505 4975-7.092  3.425-9.021 i LS i
’ ITH 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 MPIICH  6.506:1.574 6309  5.291-7.407  3,571—10,753 H_Oé(ffg HPHS(])S(E,HH’
Ha [T, Mm/m? IH 7354+2,022 6,826  5,882-8,541  3,601—13,157 =0 P=UE5
e THIL 5041586226 50420 47.00-54711  35087-67.332 . . . HPHS‘S 0_3HH?
TTITT, s/t MPICE  51,539+8,720 51,724  45.81-56,799  31,812—87,940 Wy erz[ O
’ IH  54.832+7,491 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 ) MPIICH 4048714258 37.946 310347714  2277-104,50 ~ H=003  TPTICH - JUH:
’ JIH  48,182+13,400 44,837 37,81-55,148  28,371-86,943 7= =0,
THI  6700:1887 6450  5550-7471 455014000 1 o< HPHS’; o HH;
E_/E yeien TPIICB  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, 9=0.048

Tpumeuanue. THI — rnykob6okoHenoHoeHHble n1etu; [IPTICH — npexneBpeMeHHO poXIeHHbIe Ha MO3IHUX cpokax 6epemenHocTH; IH —
JIETH, poXaeHHbIe ToHOoIeHHbIMU; KIO — KoHeuHbIit auactonndyeckuii 00beM; KCO — KoHeuHblii cuctonnueckuii oobem; @B JIK — dbpak-
LM BeIOpOca JieBoro xenynouka; KJIP — koHeuHsblil quactonnueckuit pasmep; KCP — koHeuHsblit cuctonuueckuit pasmep; I[IT — miomanb
nosepxHocTH Teaa; MKIT — mexokenaynoukoBasi eperoposaka; E
auacroy, em/c; E — ckopocThb iBrxkeHns (puOPO3HOI0 KOJIblia MUTPAJIbHOTO KJIallaHa Ha CTOPOHE GOKOBOM CTEHKM JIEBOTO XKEJIy104Ka B paH-
HIOIO TUACTOIY, CM/C; H.Il. — HEJOCTOBEPHO.

— MakcHUMasibHasi CKOPOCTb TPAHCMUTPAILHOTO KPOBOTOKA B PAHHIOKO

mitr
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Tabauya 3. PacnpeneieHue ieTeil MCClielyeMbIX TPy B 3aBUCUMOCTH OT HAJINYMSI HAPYLIEHHS] TPAHCMYPAJIBHOTO IPajINeHTa
nedopManiy CTeHKH M CErMEHTAPHOTO CHIDKeHHe JehopMaiii JIeBOro JKeyJ09Ka
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

Hapyen TpancMypaibHblii CHizkeHa
W3menenns
Kimnnyeckas rpynma TPAJUEHT CTEHKH JIEBOI'O CerMeHTapHas
OTCYTCTBYIOT, /1
KeJqya0uKa, 1 nedopmanys, n
ey, poxXIeHHbIE C HU3KOM Maccoi Tena (n=53) 6 18 29
[eTr, poxkIeHHbIe ¢ 0YeHb HU3KOU 1 9KCTPeMaIbHO 17 19 67
HU3KOI Maccoii Tea (n=103)
Jletr, poXXIeHHBIE TOHOIICHHBIMU (n=48) 0 0 48

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

JKeJyIovYKa ¢ HapylIeHueM TpaHCMYypaJlbHOTO TpaaueHTa
nedopMalu U ¢ HaJIU4MeM CETMEHTApHOTO CHIDKEHMS
nedopmaliii JIeBOro kKejlyaouka He oOHapyxkeHa. He
BBISIBJICHO Pa3UYMii MO KIMHUYECKOW KapTUHE Y JeTel,
MMEBIINX W He WMEBIIVX HapyIIeHUsT TPaHCMYpPaTbHOTO
rpamreHTa naehopMali CTeHKUM M CeTMEHTapHOe CHU-
XKeHre nedopMaiuy JIeBOro Kellymouyka. TeM He MeHee
rmokazareiu sxokapauorpadum (MHIEKC ChHEepUIHOCTH,
KOHEUHBIN TUACTOJMIECKUI pa3Mep, TTOTIEPeYHUK JIEBOTO
SKEJTyI0YKa, TOJIIIMHA MEXKETYIOUKOBOU ITepPeropoaKu
U 3aJHe CTEHKU, MHIEKC MacChl MUOKap/a JIEBOTO JKeJTy-
JI0YKa) Y JIeTel B Bo3pacTe OT 1 roja o 5 jeT, posKaeHHBIX
MPpEeXIeBPEMEHHO Ha TIO3IHUX CpPOKax OepeMEeHHOCTH,
CYIIECTBEHHO OTIMYAINCh OT aHAJIOTUYHBIX TTOKa3aTeIei
y IeTe-CBEPCTHUKOB, POKIECHHBIX 3MOPOBLIMU U JOHO-
IIEHHBIMU (CM. Ta0JI. 2).

Peak Systolic Strain (Epi)

Takum obGpa3om, HapylIeHUs TPAaHCMYPaJIbHOTO Tpa-
nueHTa aedopMaly CTEHKU JIEBOTO XKeJyToukKa BbIsSIB-
neHsl y 11,32% neteil, poOXIEHHBIX TPEXIEBPEMEHHO
Ha TIO3IHUX CpoKax GepeMeHHOCTH, My 16,5% nerei,
POXIEHHBIX TJTyOOKOHEeNOHOIeHHbIMU. CHUKEHUE Cer-
MEHTapHOI JedopMaliuu JIEBOTO XEeIylouka 3aperu-
ctpupoBaHbl Y 33,96% neteil, pOXIEHHBIX MpEXIeBpe-
MEHHO Ha MO3IHUX Cpokax GepemeHHOCTH, Uy 18,44%
JeTeli, pOXIEHHBIX TTyOOKOHEIOHOIIeHHIMU. B oTiu-
yhe OT AETel, POXIEHHBIX TTyOOKOHETOHOIIEHHBIMU,
y IETE, POXIECHHBIX C HU3KOW Maccou TeJyia, Hapylle-
HUEe TPpaHCMYpPaJIbHOTO rpanueHTa aedopMaluy CTeHKU
JIEBOTO KeJyJouKa U CErMEHTApHOW CHUXeHUe nedop-
Maluu B TIPOOJLHOM HAallpaBJIeHWM He OBLJIO CBSI3aHO
C PEMONEIMPOBAHMEM JIEBOTO KEJIyIOouka Ha JaHHOM
00beMe BBIOOPKU JIeTei.

Peak Systolic Strain (Mid)

Puc. 1. TlonsipHbie KapThl 3HAYeHHIT Aedopmamuu 18 cerMeHTOB U rN100aJIbHOM 1eOPMALMH JIEBOTO KEeIYI0YKA 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 OepeMeHHOCTH 28 Hex
¢ Maccoii Tesia 950 r (0).

a — HapyIIeH TPAHCMYPAJIbHBIN TPAJMEHT HIKHEl CTEeHKH JIEBOTO JKeTyI04Ka; 0 — HapylleH TPAHCMYPAJIbHbIIA rPAIUeHT M0 3aaHeil
CTEHKe JIEBOTO JKeTyI09Ka.

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}

Puc. 2. TlonsipHbie KapThl 3HAYeHMIi Aedopmamun 18 cerMeHTOB U I1100abHO 1eOPMAIMH JIEBOTO JKEJIYI0YKA SHI0KAPIUATIBLHOTO,
Cpe/IHero M 3MUKAPANAIBHOTO CJI0EB B MPOI0JILHOM HANPABJIEHUH 110 CXeMe «ObIuuii 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 Tej1a
1370 r (0), u pedenka B., 1 ron, poxnenHoro Ha cpoke depemeHHocTH 28 Hea ¢ maccoii Tesa 960 r (B).

a — CHUJKEHHEe CerMeHTapHoil nedopmanuu B 02a3aJbHOM CerMeHTe 3a/Heii CTeHKe JIeBOro Keayaouka (—5%) u B 0a3ajIbHOM cer-
MeHTe GOKOBOIi CTeHKH JieBoro kexymouka (—13%); 6 — cHmkenne aedopmanuu B 6a3aIbHOM cerMeHTe DOKOBOIA CTEHKH JIEBOTO
Kkenynouka (—13%), orcyrcreue nedopmanuu B 6a3a1bHOM CErMeHTe MEHIKETyI0UYKOBO#i ePeropojiKu; B — CHIKeHue aedopmanuu
B 023a/IbHOM M CPE/IHEM cerMeHTe 0OKOBO# CTeHKH JieBoro xkeinynouka (—10% u —14%) u Bepxyumie4yHoro cerMeHTa 3aHeil 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 OepemMeHHocTu). Cuurtaercs,
YTO OOIIMMM XapaKTepUCTUKAMM COCTOSIHUSI CEpAla

K HacrosiiieMy BpeMeHU KpailHe Majo W3BECTHO U COCYIIOB B JAHHOW KIIMHUYECKOU IpyIINe CIyXKaT CTPYK-

0 (Gu3nosornn M MaTo(U3MOJIOTUU CEePASCUYHO-COCYIH- TypHasi U (yHKUMOHAJIbHAS HE3PeJIoCThb (B TOM YMCIIe
CTOW CUCTEMBI y JIE€TeW, POXICHHBIX C HU3KOM Maccou u3MeHeHre (OpMbI JIEBOTO XeJydoukKa, aHOMaJbHOE

n Peak Systolic Strain (Epi) Peak Systolic Strain (Midj

TS

Peak Systolic Strain (Mid)

Peak Systolic Strain (Mid)

Puc. 3. Cermenrtapnas nedopmanusi SnMKapMaIbHOTO, CPEJHET0 U SHIOKAPIHAIBLHOTO CJIOEB JIEBOTO JKeJIYJ0YKA B MPOIOJILHOM HA-
NpaBJIeHHH N0 cxeMe «ObIuMii 171a3» y pedenka b., 2 jieT, poxkaeHHOro Ha cpoke OepeMeHHOCTH 36 Hea ¢ Maccoii Teaa 2430 r (a),
pedenka K., 1 ron, poxnenHoro Ha cpoke oepemennocta 30 nen ¢ Maccoii Tesa 1230 r (0) u pedenka B.,2 jer, poxKIeHHOro 10HO-
HIeHHBIM HA CPoKe 0epemenHocTH 39 Hex ¢ Maccoii Teaa 3600 r (B).

Hapymenusi TpaHCMypaIbHOTO TpaauenTa aedopManiy U CHIZKEHHUS CeTMEHTAPHOI 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-COCYAMCTON CUCTEMBI BO BpeMs
crpeccoBbix cutyaumit [10, 11]. M3BecTHO, 4TO aHTe-
HaTaJIbHOE TUMOKCUYECKOE BO3IEHCTBUE OKa3bIBaeT
BIIMSIHME Ha Mopdosornyeckue U (yHKIMOHATbHbBIC
XapaKTepUCTUKU CEePACYHO-COCYIUCTON CUCTEeMbI, TIpe-
TeprieBalolle MHTEHCUBHBI POCT M PEMOICIUpPOBa-
HUEe Ha BceX aTanax oHToreHesa. Jleduumt Maccel Tena
MPU POKACHUU MOXKET COUETAThCSI CO CHYXKEHUEM KOJIU-
YecTBa KapIMOMUOILIMTOB, TIPU 3TOM Ae(DUIMT TKAaHEBBIX
CTPYKTYp Cepla y IeTell ¢ MaJloii MacCoU Teyia mpy pox-
NIEHUW W HapylleHWeM BHYTPUYTPOOHOTO pPa3BUTHUS
He BOCCTaHaBJIMBAeTCs MPU HabOpe Macchl Teja, a KOM-
IIEHCATOPHBI POCT cepAla, PeaU3yIOLIUICS PeumMy-
IIECTBEHHO 3a CYET rUIepTpoduu, B yCIOBUSIX NeUIIATA
CTPYKTYPHBIX 3JIEMEHTOB TMPUBOAUT K (HOPMUPOBAHUIO
NUCTIPOMTOPLIMOHATIBHOTO ~ BapuaHTa  pa3BUTUS. DTO
B M3BECTHOW CTEINEeHU TOATBEPXKIAeTCS YMEHBIIEHUEM
Macchl Muokapaa JIZK y B3pocibIX, poXIeHHBIX HEIO0-
HotteHHBbIMU [12, 13]. TToBTOpHO MOAYEpKHEM, YTO BaX-
HYI0O poJib B (popMUpOBAaHUU MOPGOGYHKIIMOHATBHBIX
mapamMeTpoB M TIPOLIECCOB KOHTPAKTWJIBHOCTH JIEBOTO
JKeJTyZIouKa B YCJIIOBUSIX HEIOHOIIEHHOCTH MTPAIOT MpPU-
3HAKM HE3PeJIOCTU MUOKapaa M, 0e3yCJIOBHO, BIIMSIHUE
TUTIOKCHUY (CTPYKTYpHasi U (hyHKIIMOHAbHAsI He3peJIOCTh
CapKOIJIa3MaTUYECKOTO PETUKYJIYyMa, IEeTOHUPYIOIIETO
BHYTPUKJIETOUYHBIN KaJbIIUNA U PETYJIUPYIOIIETO TOMEO-
cra3 Ca?*, ¢hopMUpOBaHME BO3HUKAIOIINX TOJIBKO IOCIIE
poxnenus: T-kaHanblLEB, TPUOOPETAIOIIUX HEYITOPSIO-
YEHHOCTb, PEMOJICIMPOBAHUE MPU MATOJOTUHN (BKITIOUas
BO3/IEMICTBUE TUITOKCHM), U3MEHEHNE COCTaBa KOHTpaK-
TWIBHBIX O€JIKOB KapIMOMUOLIMTOB U T.1.) [14—18].
IMockonbKy mepuHaTalbHBIE TOBPEXIEHUSI COKPaTH-
TEJIBHOIO MUOKApa, IMPOBOIALIECH CUCTEMBI U KOPOHAp-
HBIX apTepuii MOTYT OCTaBaThCsl HA ITOJITME TOIbI B BUJIE
nedeKToB, pacrojioKeHHbIX Ha MUKPOCTPYKTYPHOM
YPOBHE, TO 0c000€ BHUMaHKE HEOOXOAMMO YIEISITh aHa-
M3y nedopMaliuy 3HI0KapAUaIbHOTO CJIO0SI JIEBOTO XKeTy-
JI0YKa B IIOCTHATAJILHBIN MIEPHOJ B IETCKOM Bo3pacTe [19].
B nureparype akTMBHO 0OCYKIalOTCSI BOIIPOCHI TTPOIOJI-
JKAIOIIIEeTOCsl pOCTa KOPOHAPHBIX apTepuii, Mpoleccam
peopraHM3alMu MUKPOIIMPKYJISITOPHOTO pycia Ha YpOBHE
KaIwiIsIpoB, TIOCKOJIbKY «aHTEHAaTaJIbHasl TUTIOKCUS TIPU-
BOIMT K 3aMEJICHUIO POCTa KaMWIJISIPOB OPraHOB U TKa-
Heil, yBeJIMUMBAET MX MPOHUIIAEMOCTh, NiejaeT ux Oosee
VSI3BUMBIMM BO BpeMsi ponoB» (uurata) [20, 21]. Tlpu-
MEHEHUE KHCIOPOAOTEpariMi B HEOHATaJbHBINA TEpUO]
y IeTeil, pOKIeHHbIX HEJOHOIIIEHHBIMU C HU3KOW Maccoii
Tejaa, TOXE CIOCOOCTBYeT B AaJIbHEWIIEM HapylIeHUIO
MUKpOUMpPKYyJIsiTopHOro pycna [12]. CoObiTusI, TpoTeKa-
I0I1IMe HA MUKPOCOCYAMCTOM YPOBHE MPU MOCTHATATLHOM
pocCTe 1 pa3BUTUM, MPEATIONIAratoT CYIIECTBOBAHUE «TTEPH -
OJI0B pUCKa» y JIeTeil paHHETO BO3pacTa U BO BpeMsl MOJIO-
BOTO CO3PEBAHMUS, XapaKTEPU3YIOIIUXCS CHUXKEHUEM KOM-
MEHCATOPHBIX BO3MOXHOCTE  MUKPOLMPKYISITOPHOTO
pycia, TIOSIBIEHUEM UIIEMUM, PE3KUM YMEHbBIIEHUEeM
Yyycia pe3epBHBIX U TJIa3MaTUYECKUX KallWILISIPOB, YBe-

OPUINHAJIbBHbBIE CTATbU

JIMYEHWEeM AuamMeTpa OOJBIIMHCTBA KalWJUISIPOB, U3Me-
HEHUEeM TIOpsiZIKa PACTIONIOXKEHUSI siIep DHAOTEIMAIbHBIX
KJIETOK B CTEHKE KarnuuUIIpoB, TOSIBIEHUEM B HEKOTOPBIX
CIIyJasix MUKPOAHEeBPU3M U MUKpojaehopMalii 3BeHbeB
MUKPOLMPKYJISITOPHOTO pycyia (OCOOEHHO BEHYJISIPHOTO
pycna). BozneiicTBue HeOaaronpusiTHbIX (hakTOpoB pas-
JIMYHOM 3TUOJIOTUU B TaHHbBIE «ITIEPUOILI PUCKa» Ha JET-
CKOE cepile MOTYT CITOCOOCTBOBATh «CPBIBY KOMITEHCA-
TOPHBIX BO3MOXHOCTEH MMKPOLMPKYISITOPHOTO pycia
1 HAPYLLIEHUIO IESTEIbHOCTU Cep/Ilia, B CBSI3U C YeM HE0O0-
XOIMMO TIpOBeieHNEe MPOMPUIAKTUUECKUX MEPOTPUSITUI
0 YCTpaHEHWIO HeTaTUBHBIX (DaKTOPOB» (1iMTaTa) [22].

Wuaunummpyemoe Bo 11 TprmecTpe 6epeMeHHOCTH co3pe-
BaHUE KapIMOMUOIIMTOB JIETCKOTO CEepIla MPOI0JIKAETCS
B JalbHENIIeM 10 coBepiueHHomeTys [23]. JanHbii dakr
OOBSICHSIET B M3BECTHOM CTETNeHM HalIeHHbIe B HACTOSI-
1IeM MCCJIeIOBAaHUM W3MEHEeHUsT nedopMalii 3HIO0Kap-
JIMAJTLHOTO CJI0SI JIEBOTO KeJyI04uKa (HapylleHue TpaHCMY-
paJIbHOTO TpaaveHTa aeopMallii CTEHKHU, CerMEHTapHOe
CHIKeHMe aehopMalivu JIEBOTO XKeJTyIouKa B MPOI0JIbHOM
HampaBJieHUN) Yy JeTeli B Bo3pacTe oT 1 roza 1o 5 JeT, poxk-
JIEHHBIX HEMTOHOIIEHHBIMU C HU3KOW Macco Tefa.

HeobxomnMo OTMETHUTBH, YTO MPUPOIA BBISIBIEHHOTO
pPEMOJIEIMPOBAHMSI JIEBOTO KEJIylIovKa JIETCKOTo Cepilia,
U3MEHEHUI TpaHCMYypaJIbHOTO TpaaveHTa jaedopma-
LI CTEHKU W CHWKEHUST CeTMEHTapHOU aedopMalyu
JIEBOTO KeJIylloukKa B TPOJOJIbHOM HAIlpaBJIeHUM HWMEET,
0e3yC/IOBHO, CJIOXHBIM xapakTep. ['eHe3 BBISIBICHHBIX
M3MEHEHU MOXET OBITh CBSI3aH C Pa3IMUYHBIMU TTPOLIEC-
caMH, TIPOTEKaBIIMMM KaK B TIEPUOI BHYTPUYTPOOHOTO,
WHTpPAHATAJIbHOTO W HEOHATAJIbHOTO PAa3BUTUSI — BIIMSI-
HUE TUMOKCUM, TaK M B TOCTHATAJIBHBIN TIEPUOI — TIPO-
noJpKarolmecs: mpouecchl  aud@epeHIMPoOBKN  TKaHei
U POCT JIETCKOTO cepana u/uii (popMHUpYOIIMecs, BO3-
MOHO, TUIIEepPTpo(dus KapAUOMHUOLUTOB JIEBOTO XEy-
JI0YKa W WHTEPCTULHATBHBIN (DUOPO3 TKaHU cepila
y otnenbHbIX neteit [4, 10, 24, 25]. Ilpupona BbISIBICH-
HBIX M3MEHEHWIl TpaHCMYypaJbHOTO TpamueHTa aedop-
MallM¥ CTEHKW U CHUDKEHMST CETMEHTapHOi aedopMaiiu
JIEBOTO 3KeJIy/louKa B TPOIOJILHOM HarpaBjieHuu, Oe3yc-
JIOBHO, HYXITa€TCsI B NaJIbHEWIIIEM U3y4eHUH, U, COOTBET-
CTBEHHO, JIETaJIbHOTO aHaju3a TPeOYIOT BOIPOCHI liesie-
CO00pa3HOCTU WX KOPPEKIMU (HarpuMep, eCTECTBEHHOE
BCKapMJIMBaHWeE /IO Tofa, KapauomeTaboiuyeckasi Tepa-
must). TIporHocTrYecKasi 3HAYMMOCTh BBISIBJIEHHBIX HAMU
HapyllleHull HesicHa MW OOYyCJIOBIMBAaET HEOOXOIMMOCTh
JaJbHENIIIero MpOCIIeKTUBHOTO HAOMIONEHUS 3a JAaHHOMN
KJIMHUYecKoi rpynmnoi. He uckioueHo, 4To moBpexie-
HUS MMOKapia B clyyae TMITOKCMYECKOTO BO3IEUCTBUSI
BO BHYTPUYTPOOHBIN, MHTpAHATAIbHBIA MM HEOHATAb-
HBII TIEPUOIBI Y HEKOTOPBIX IETE, POXKICHHBIX HEIOHO-
IIEHHBIMU ¢ HU3KOI MacCoii TeJTa M UMEIOIINX U3MEHEHUST
nedopMaliuy JIeBOro Keayaouka B TTPOJ0JIbHOM HarlpaB-
JIEHUM, MOTYT B OTHAJIEHHbIE BpeMEeHHBIe MepUOIbl CTIO-
coOCTBOBaTh (POPMUPOBAHUIO PEMOICIMPOBAHUST U paH-
HUM 1e0roTaM JIATEHTHBIX CYOKITMHUYECKNX AUCHYHKIINIA
JIEBOTO Xejymouka [5, 6, 10, 15].
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Tasawokosa E.H. u coaem. OcobeHHOCTH TPOOILHOI TehopMaLiy JIEBOTO XeJTyI0uKa y IeTeii B Bo3pacTe oT 1 rojia 10 5 JIeT, poIUBLIMXCS ¢ HU3KOIA. ..

Hapymenna nedopmanmm JeBOro KeJygodyka
B TIPOJOJHLHOM HAMpaBJIeHUW y HEKOTOPHIX JeTeid
B Bo3pacTe OT | roma mo 5 1eT, pOXIEeHHBIX HeIo-
HOILIEHHBIMM C HM3KOM Maccoil Teja, MPeacTaBIIsIOT
coboli HOBBIe 3HAHUS (PYHIAMEHTAIbLHOTO XapakTepa
O CTaHOBJIEHUU KOHTPAKTUJIBHOCTU JIEBOTO XKEJy-
JIoYKa B MOCTHATAJbHBINA MEPUOJ MPU HETOHOLIEHHO-
ctr B aHamHe3e. C Hallleil TOYKW 3peHUsI, OHU JTOJIKHBI
CITY>KUTh 0O0CHOBAHHBIM TTOBOJOM IS ONITUMU3ALINU
TPaTUIIMOHHOTO aJITOPUTMA TUCITAHCEPHOTO HabII0e-
HUS B aMOYJIaTOPHBIX YCJIOBUSIX MTEINATPOM U IETCKUM
Kapauosorom (puc. 3), a B TocjeaAyoleM — TeparneB-
TOM M KapAuOJIOTOM, Jiejas 1ejecoodpa3Holl paHHIOI
CKPUHWHTOBYIO OIIEHKY ne(hopMailii JIEBOTO XeJy-
JIoYKa B TPOIOJbHOM HampaBleHUUW UIsT obecrieue-
HUSI BTOPUYHON MpodUIaKTUKKA 3a00JeBaHUM cepala
B 3peJioM Bo3pacTe [5, 6].
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Bmsnue pu3nueckoil HAarpy3ku Ha 3J1eKTpo(r3M0I0rnIecKue mpouecchbl B MUOKap/e
JKeJIy[I0YKOB Yy JIeTeii-ClIOPTCMEHOB

A.B. lllymoe'?, H.B. Kpaesa', B.U. Makaposa'?

'Pre0yY BO «CeBepHbili rocyaapCTBEHHbI MeanLMHCKUI yHuBepcuteT» Munagpasa Poccum, ApxaHrenbck, Poccus;
2Prey3 «CeBepHblii MEONUNHCKWI KITMHUYecKuiA ueHTp M. H.A. Cemaluko» @MBA, ApxaHrenbck, Poccus

The effect of physical activity on electrophysiological processes in the ventricular
myocardium in child-athletes
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JIn3anantanuoHHbIe MPOLECCHI B CEPAEYHO-COCYAUCTOI CUCTEME Y IeTeli-CIIOPTCMEHOB CBA3aHbI C H3MEHEHUSIMH 3J1eKTPO(U3H0JI0-
THYECKHX MPOLeccoB B MUOKape. JIJis BbinesieHus: Tpynn PUCKA Pa3BUTHS NATOJIOTHH CePAEYHO-COCYAUCTON CHCTEMBI CPEIN ITOrO
KOHTHHIEHTA BO3MOXKHO HCI0JIb30BaHNE HEMHBA3UBHOI METOJMKH — JTUCTIEPCHOHHOTO KAPTHPOBAHMUS 3JIEKTPOKAPAUOTPAMMBI.
Lens uccienosanus. BoisBUT H3MeHEHHs 3JEKTPO(U3MOIOTHIECKHX TPOIECCOB B MHOKApIE JIEBOTO M NMPABOTO JKeTyHA0YKOB
y JeTeii-ClopTCMEHOB B OTBET HA (PM3MYECKYIO HATPY3KY.

Marepuaibl u metoabl. [Ton HaGmonennem Haxomwmch 279 neteii I u 11 rpynm 310poBbs B Bo3pacte ot 12 10 18 jaet. Boinenena
rpynna u3 209 nereii, 3annvarommxcs cnoprom: 153 (73%) manbunka u 56 (27%) nesoyek. Pedepencnas rpynna Bkmoyasna 70 nerei,
He 3aHHMAIOIMXCH CIOPTOM. Bce /eTH-CIOPTCMEHbI MMeJH JOMYCK K TPEeHHPOBOYHO-COPEBHOBATENLHOMY mponeccy. Buytpu
OCHOBHOIi rpynmibI BblIeJIeHbl 4 NOATPYNNbI B COOTBETCTBMU C BMAAMH CHOPTA: MOATpynna A — eTu, nocemaonme cekuuio ¢pyrooaa
(51 manbumk); noarpymna b — 6acker6ona (37 MaabunkoB u 22 eBoyek); noarpynna B — Bouseiidoaa (29 maibuukoB u 27 1eBoyeK);
noarpymna I' — exunHo6opcTs (36 MaabunkoB U 7 neBoyek). BeeM neTsm npoBeieHo IMCIEPCHOHHOE KAPTHPOBAHKUE JJIEKTPOKAPIMO-
TPaMMBbI TIPH MOMOLIY MPOrPAMMHO-ANNAPATHOrO Komiuiekca «Kapauosusop» 10 u nociie Tecta ¢ Gpusmueckoii HArpy3Koii. AHAT3Y
NOJBEPTHYThI MPOIECCHI JENOISAPU3ALMA U PENOJISPU3AIMKE B MHOKApJIE JIEBOTO M MPABOr0 KeJIyJ0YKOB HA OCHOBAHUM MOKa3aTeJeil
G3—G6 kona neramm3anyu. CraTucTHYECKas 00pad0OTKA MOJTyYeHHbIX JaHHBIX MpoBeaeHa npu nomoum MSExcel, Stata.
Pesynbrarbl. AHAIM3 2/IEKTPO(UNONOTNYECKUX MPOIECCOB B MHOKAP/E JIEBOr0 M MPABOr0O JKEJIYIOYKOB Y JeTeii-ClopTCMEHOB
MOKAa3aJl CTATUCTHYECKH 3HAYMMBIE Pa3JIM4Ms MO CPABHEHHMIO C TAKOBbIMHU B pedepeHcHoii rpynme. Bo Bcex mokasarenasix G3—G6
KOJa JeTAJU3aIMi B OCHOBHO¥ TpyINie OTMeYalM yMepeHHOe OTKJIOHeHHe, B TO BpeMs Kak Bce 3HayeHHs B ped)epeHcHOi rpymmne
0oJee yeM B 92% ciiydaeB HAXOAWIMCD B MpeeaX HOPMbI. YMepeHHble (pu3muecKue HATPY3KU MPHBEJH K PETHCTPAIMH KaK yme-
PEHHBIX, TAK ¥ BBIPAXKEHHBIX HAPYIIEHUI 3/1eKTPO(U3N0NIOrHYECKHX NMPOIECCOB B MUOKAp/e, 0COOEHHO Yy JeTeil, 3aHUMAIOIMXCS
BBICOKOIMHAMUYECKMMH BUIAMH CIIOPTA, 3 HUMEHHO — 0aCKeT00JI0M.

Karoueevte caosa: demu-cnopmemenst, 0enoaapu3ayuis, penotapu3auyis, mecm ¢ u3u4eckol Hazpy3Koi.

Anauyntuposanus: LLlymoBA.B., KpaesaH.B., MakaposaB. . BnusiHue puan4eckoi Harpy3kmHa 3/1eKTPOPU3nN010rn4eCcKme npoLecchl
B MUOKapAe XenynoykoB 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

KaXOIbIM TOIOM JeTCKM CITOPT HabupaeT Bce JIEYHO-COCYIVCTOMI cucTeMHl [ 1, 2]. Beicokue pusmueckme
OoJiblllyl0 MomyJsipHOCTh. [Ipoliecchl  amanTauumn M TICUXOJIOTUYECKHE HArpy3Ky BO BpeMsI TPEHUPOBOYHO-
pacTylIero opraHum3Ma K TTIOBBIIIEHHBIM (PU3NUECKUM 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
MeXaHU3MOB B BUAe (HOPMHUPOBAHUS TATOJIOTUM Cep-
IIeYHO-cocynucToil cuctemul [1, 3]. He3amanTalimoHHEIE
MPOIIECCHl B CEPIEYHO-COCYINCTON CHUCTEME CBSI3aHbBI
C M3MEHEHMSIMU 3JIEKTPO(MU3NOIOTUIECKUX TPOIECCOB
B MMOKapie, yIiuHeHrneM nHTepBaia Q—T Ha 31eKTpo-
KapauorpaMMe Ha (hOoHe Harpy3KW, TMOSBIECHUM Hapy-
IIeHWIT pUTMa cepaua 1 nposomuMoctu [1, 4, 5]. Takue
HapylIEHUsI pUTMa CepAla, KakK >KEeJIyJOo4yKoBas TaxW-
Kapaust W (pUOPMIIALIMS  KETYAOYKOB, COTPSKEHBI
C pucKoM BHe3amHoii cMmeptu. CorjlacHO pe3ysbTaTaM
MeKIYHAPOIHBIX MCCIEAOBAHMI PUCK BHE3AITHOM CMEPTH
B 2,6 pa3a BbIIIIe Y CITOPTCMEHOB, ¥ 90% KOTOPBIX MMENTH
MEeCTO AM3afanTalloOHHbIe Tipolecchl [4, 6]. Bobiioe
YUCJIO CTyJ4aeB BHE3AITHOUW CMEPTU MOJIOIBIX CIIOPTCMeE-
HOB BO BpeMsl TPEHMPOBOYHO-COPEBHOBATEILHOTO MPO-
1ecca UMeIOT apUTMOTEHHBII TeHe3 [6—8].

C y4YeTOM TIOBBIIIEHHOTO pHCKa (POPMHUPOBAHUS
MaTOJIOTMU CEPAECYHO-COCYAUCTON CUCTEMBI y HeTeil-
CIIOPTCMEHOB yIIIyOJIeHHOE 00C/ieIoOBaHNE M TIIATETh-
HBIi aHalU3 BBISIBIEHHBIX M3MEHEHUI COCTaBIISIIOT
BaXXHYIO 3a7a4y MEIUIIMHCKOTO cOmpoBoXIeHusT. CKpu-
HUHTOBBIE TECThI Ha HdTaIax MepUOIUYECKUX 00CIeno-
BaHUI B YCJIOBUSX CIOPTUBHBIX IMCIIAHCEPOB SBJIsI-
10Tcs 3(PHEKTUBHBIM MHCTPYMEHTOM. B pasHbBIX cTpaHax
o0beMbl UccaenoBaHuit pasznmyatorcst [8]. B Poccum
IUIT  TAarHOCTUKU TATOJOTUU  CepAeUYHO-COCYAUCTOMN
CHUCTEMBI HanboJIee IIMPOKO MCITOIb3yeTCsT DIEKTPOKap-
nuorpadust, uMeromas Kak JOCTOMHCTBA, TaK U HEI0-
ctaTki. bBonbinyio MHOOPMATUBHYIO €MKOCTb HECeT
B cebe CyTOYHOEe MOHUTOPHMPOBAHUE SIIEKTPOKAPINO-
IpaMMBbI, MPU KOTOPOM MHOTOYMCJIEHHBIE TOKa3aTeln
JAlOT BO3MOKHOCTb TIPOBECTH OIIEHKY alaNnTallMOHHBIX
MEXaHU3MOB CepAEUYHO-COCYAUCTON cucTeMbl. OmIHAKO
HCTOJb30BaHUE 3TOTO METOAA B KauyeCTBE CKPWHWHTO-
BOTO JIJIsST 00CIeIOBaHMsT OOJIBIIOTO YMCIa CIIOPTCMEHOB
He TIPENCTaBISAETCS BO3MOXKHBIM. B 1eisiX BBIICICHUS
TPYIII pYCKa pa3BUTUS MATOJIOTUY CEPAECTHO-COCYIUCTOM
CHUCTEMBI CPEIU IEeTe-CITOPTCMEHOB BO3MOXHO MCITOJTb-
30BaHNe HEWHBAa3WBHOW METOIUKM IUCIIEPCUOHHOTO
KapTUPOBAHUST DJIEKTPOKAPAUOTPAMMEI, TPH KOTOPOWA
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OPUINHAJIbBHbBIE CTATbU

32 KOPOTKUIT OTPE30K BPEMEHHM OCYILECTBIISIETCST OLIEHKA
2JIEKTPO(DU3NOJIOTHUUECKIX TIPOLIECCOB B MMOKapae [9].
Ilpy HapylIeHUW TIPOLIECCOB AETOJSIPU3ALUNA  U/WTN
peroIsipu3alii MUOKapaa MOXHO CYIUTh O MEXaHU3MaXx
afanTauy CepaeIHO-COCYIUCTON CUCTEMBI.

IHeab uccaeaoBaHus: BLISIBUTH U3MEHEHMS DJIEKTPO-
(PU3MOIOTMUECKUX TPOLIECCOB B MHUOKapAe JIEBOTO
U TIPaBOIO KEJIYJIOUYKOB y HETeil CIIOPTCMEHOB B OTBET
Ha PU3NIECKYIO HATPYy3KYy.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHUS

IpoBeneHo TomepeyHOe HCCAENOBaHUE B TEPUOI
¢ saaBaps 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 MMEJIM JAOMYCK K TPEeHUPOBOYHO-
COPEBHOBATEIBHOMY TIPOIIECCY MO pe3yibTaTaM perjia-
MEHTUPOBAHHBIX JJAOOPATOPHO-UHCTPYMEHTATbHBIX HCCITe-
JOBaHMIA, a TAKXKE TT0 3aKJTI0YEHWIO Bpaya 1o CIIOPTUBHOM
menuiHe B ycsioBusix 'BY3 AO «ApxaHresbCKuii IeHTP
JIe4eOHOM (UBKYIBTYPBI W CIOPTUBHOM MEIWIIUHbBI».
JIOTTOTHUTENIBHO TIPOBEAICHO J1abopaTopHOe MCCliefoBa-
HUE YPOBHS 3JIEKTPOJMUTOB, KapIUOTPOITHBIX (hepMeH-
TOB, MapKepOB BOCIAJEHMS, TUPEOUIHOTO TPODUIISI
C LEJbI0 UCKITIOYEHUsT BOBMOXKHBIX BTOPUYHBIX TTPUINH
BJIEKTPODUZNOTOTUIECKIX HAPYIIEHUH.

BHyTpY OCHOBHOIM TPYMITBI BhIIEIEHBI 4 TTOATPYITITBI
B COOTBETCTBUU C BUIAMM CIIOpTA: MTOATPYyNIa A — IeTH,
rnoceniawlmne cekiuo (yroona (51 Manbuuk, cpemHss
MPONOJIKUTETHbHOCTh 3aHATHI 5 JIeT, CpeaHsisT WHTEeH-
CUBHOCTbH 6,2 U B Henemo); noarpymnma b — Gacket6ona
(37 manbuukoB U 22 AeBOYEK, CPEMHSIST MPOAOJIKUTEb-
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 EeBOYEK,
CpemHss TPOAOKUTETLHOCTD 3aHATHI 5,3 roga, MHTeH-
CUBHOCTb 5,3 4 B HEJIENI0); TAKUM 00pa3oM, IO MPOI0-
SKATETbHOCTH 3aHSATUM W MWHTEHCUBHOCTU TPEHUPOBOY-
HOTO TIpo1iecca IPYIIbl ObITA COMTOCTABUMBI.

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

Bcem metsiM mpoBeieHO AMCIIEPCUOHHOE KapTUpOBa-
HUE 3JIEKTPOKApANOrpaMMBbI TPU TTOMOIIN TTPOrpaMMHO-
armapaTHOro Komimiekca «KapmuoBuszop» 10 W Tmocie
Tecta C (usmyeckoir Harpyskor (20 TipucemaHuit
B ObicTpoM Temrie). [1pnbop BBHISBISIET AUCTIEPCUOHHBIC
OTKJIOHEHUSI B TIpOLIecCe Jie- W PETOIIpU3aiii, CHHXPO-
HU3WPYST Hayalo BJIEKTPUUYECKOTO BO3OYXIEHUS CEeMU
MOCJIeIOBaTEIbHBIX 3yOII0B. AMITIMTY/IA AUCTIEPCUOHHBIX

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2023; 68:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)



Illymoe A.B. u coasm. BiusiHuie hr3amuecKoii Harpy3Ku Ha 3JeKTpO(U3MONOTNYECKHUE TIPOLIECCHl B MEOKAP/IE KEJIYIOYKOB Y IETeli-CIIOPTCMEHOB

KOJIecOaHMiIT OUeHb MaJjia, TTO3TOMY C MTOMOIIBIO CTAHIAPT-
HOW 3JIEKTPOKAPIUOTPAaMMBI MX BBISSBUTH HEBO3MOXKHO.
Bce Tpynmbl OTKIOHEHUWI JMCIEPCUOHHBIX XapaKTepH-
CTUK c(pOpMUPOBAHBI B BUIIE KOMIA JeTATN3ALINKU. AHATTA3Y
MOABEPTHYTHI TIPOLIECCHI Je- W PETNOJISIPU3allN B MUO-
Kape JeBOrOo M MpaBOTo KEJYJIOYKOB Ha OCHOBAaHUU
nokaszateieit G3—G6 koma merammsanuu: G3 oTpaxkaeT
NIeTIoNSIpr3alnIo MpaBoro Xxeaynouka, G4 — pernonsipusa-
LIUIO TIPABOTO Xeynouka, G5 — mernonsipusaiiio JIeBOoro
xenynouka, G6 — pernoisipu3aliio JIEBOTO XeTya0ouKa.

Kpurepuu BkitoueHus: Bo3pact oT 12 mo 18 rer,
I u II rpynmsl 310pOBbsI, HAJIMUME AOMYCKa K TPEHU-
POBOYHO-COPEBHOBATEIBHOMY  TTPOIIECCY, OTCYTCTBUE
OTKJIOHEHHMI TI0 pe3yjabTaTaM CTaHAAapTHON 3JIEKTPO-
" axoKapauorpacduun. Kpurepum UCKIIOUEeHNS: HATMIKe
YCTAaHOBJIEHHOTO JMAarHo3a CUHIPOMAa BereTaTUBHOM
IUCGHYHKIIUU, HAJTUIMEe OTKJIOHEHUI B YPOBHE 3JIEKTPO-
JINTOB, TUPEOMIHOTO TIPOGUIIS, KapIUOTPOITHBIX (ep-
MEHTOB, BOCHAJIMTEIbHBIX MapKepoB IO pe3ybTaTaM
J1abopaTOPHOTO UCCIeNOBAaHUSI; OTKA3 pedeHKa.

BoinosHeHne paboThl ObLIO OMOOPEHO JIOKaJbHBIM
STUYECKUM KOMHTEeTOM CeBEepHOrO TOCYIapCTBEHHOTO
MEIUIIMHCKOTO yHUBepcuteTa (rpotokoj Ne 09/12—18
ot 18.12.2018).

Cratuctuueckass oOpabOTKa TOJYYEHHBIX HJaHHBIX
BBITTOJTHEHA C TOMOIIBIO MaKeTa CTAaTUCTHUYECKUX IPO-
rpamm Stata, MSExcel. IIpoBepKy HOpMaJIbHOCTU pac-
MpeesicHUS 3ydaeMbIX TTPU3HAKOB MPOBOAMIIN C TTOMO-
mpto Tecta Illamupo—Yunka, cpaBHUTETbHYIO OLIEHKY
KAa4eCTBEHHBIX BEJIMUYMH — TIPU TIOMOIIM KPUTEPUS
y* Tlupcona. [lnsi aHaiau3a CIy4alHOCTH W3MEHEHMsI
JIOJIM HOPMAJTbHBIX M TaTOJIOTMYEeCKUX 3HaueHuin G3—
G6 Koma neTanau3alny 10 1 Tocjie (GU3NnIecKoil Harpy3ku
B OCHOBHOWM TpyIIle WMCIOJb30BaM Kputepuii Mak-
Hemapa. Paznuuunst cuuranu noctoBepHbsiMu mipu p<0,05.

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

He TTOMYMHSAIOCHh 3aKOHY HOPMAaJIbBHOTO pacTpeaeieHusT
npusHaka. [lTomydyeHHbIe qaHHBIE 0000IIeHbI B TaOI. 1.
Pacnipenenenne M3MeHEHWI IO TPyIIaM CIOPTUBHOMN
MOATOTOBKA B CpaBHEHUU C pedepeHCHON TpyIIIoi
OTpaXkeHo B Tabx. 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 AEHOJsSIpU-
3allMM TIPABOTO KeJIyAouka ObII B TIpeaeiaX HOPMBI
(x2(2)=17,5; p<0,01; cm. tabn. 1). bonbmmit mpoueHT
OTKJIOHEHMI TIOKa3aTeNlsl 1O OTHOIIEHWIO K TPYIIe
JeTelt, He 3aHUMAIOIIMXCS CIIOPTOM, TIPUXOAUTCS B paB-
HOI1 cTereHu Ha TPYIIbI backeTOos1a 1 Bosieiibona — 25,4
1 25,0% cOOTBETCTBEHHO (X2(4)=21,1;p<0,01; CM. TabI. 2)
JInsT  OUEeHKM aJamnTallMOHHOW peakIMu MHMOKapia
Ha (pu3nUecKylo Harpys3Ky Oblla MpoBeleHa IMOBTOPHAS
OlleHKa JaHHOTO (pparMeHTa Koja IeTaJu3alliu ITOocIe

Tecta ¢ (pusmdeckoit Harpyskoit. B pesynbrate y 52,2%
CIMIOPTCMEHOB BBISIBIEHBI HApYILIEHWS AETOJSIpU3alun
B MUOKap/e MpaBoro xkeayaouyka (cM. Tadu. 1): B 18,2% —
BbIpaXXeHHEbIe, B 34% — yMepeHHBbIE, YTO, TTO CPaBHEHUIO
C TPYNIION HeTeil, He 3aHUMAIOIIMNXCSl CTIOPTOM, CTaTH-
CTUYECKU 3HAYMMO (x2(2)=44,5; 2<0,01). I1o oTHO1IEHUIO
K pedepeHCHOI TpyIne HauOOIbIINI TPOLIEHT OTKIIO-
HEHWII TIPUXOOUTCS Ha TPYIITY HeTeil, 3aHUMAarOIIXCS
b6ackeTO0/0M (CM. TabJ. 3): yMEepeHHbIe OTKIOHEHUST —
32,2%, BeipaxkeHnHbie — 28,8% (x*=68,8; p<0,01).

st cpaBHEeHUs [OJeil YYaCTHUKOB MCCIIETOBAaHUS
C HaJuYueM TIATOJOTUYECKUX 3HAYEeHWH JeTospu-
3auMu npasoro kenynoudka (G3) mo u mocie dusnye-
CKOI Harpy3KH MCIOJIb30BaiM KpuTepuii Mak-Hewmapa
(Tabi. 4). YBenuueHne 4acTOTHI MATOJOTMUYECKUX 3HAYe-
HUIi nenoJisipu3anuu mpasoro xenynouka (G3) ¢ ucxom-
HbIX 21,1% 10 52,2% 1iocie ¢pu3ndecKoil Harpy3Ku cpenn
NeTeli-CIMOPTCMEHOB cTaTucThuuecku 3Haunmo (p<0,001).

Ha ocHoBanum aHanusa mnokazarenass G4 B rpymre
JIETei-CITIOPTCMEHOB TaKXKe BBISIBIIEHBI YMEPEHHBIE OTKJIO-
HEHUS 10 OTHOIIEHUIO K pedepeHcHoi rpymie — 27,8%
= 21,8; p<0,01; cm. Tabu. 1). BelpaxkeHHBIX OTKJIOHE-
HUIi He ObUTO HYU B oiHOM rpymrie. Ha BTopowm artarie rocie
MpUCeNaHNil HapylleHus perucrpupoBamnch y 31,1%,
npuyeM y 11% — BeIpaxeHHble, a B 20,1% — ymepeHHEIE.
I1o otHOmIEHMIO K pedepeHCHOI TpyIITie, B KOTOPOI CTa-
TUCTUYECKHN 3HAYMMBIX OTKJIOHEHHIT TAHHOTO TIOKa3aTesT
IO 1 TIocJIe TecTa ¢ (hM3NYECKO Harpy3Koi Mbl He HalILIH,
yKa3aHHbIe OTKJIOHEHMs CTATUCTUYECKU 3HAUYUMBI (}>=
21,8; p<0,01; cM. Ta6m. 1). BHyTpM Tpymnm cCropTuB-
HOI TIOATOTOBKM HAMWOOJBIIMI TIPOLIEHT OTKJIOHEHUI
M0 OTHOIIEHWIO K TPYIIe JAeTeil, He 3aHWMAIOLINXCS
CTIOPTOM, TIPUXOAUTCSI Ha eauHoOopueB. Tak, 1o TecTa
¢ (usunueckoit Harpy3koit B 41,9% ciydaeB BBISIBJIEHBI
yMepeHHble oTKIoHeHus (y*= 28,4; p<0,01; cM. Tabm. 2),
a mocJie TecTa ¢ (pu3nvecKoi Harpy3Koi HapyIieHus ObLIr
BBISIBJIEHHI B 86% cirydaeB (y*= 146,6; p<0,01) 13 KOTOpBIX
48,8% — BbIpakeHHBIE (CM. Tab. 3).

W3MmeHeHnst [oneil  yJacTHMKOB — MCCJIEIOBaHUS
C HaJIMYMeM TIaTOJIOTMUECKUX 3HAYEHUI peroJisspu3a-
uu npasoro xenynouka (G4) no u nocie GpusnyecKom
Harpy3ku (27,8 u 31,1% coOTBETCTBEHHO) B OCHOBHOI
IpymIme CTaTUCTUYeCKW He3dHauuMbl (p=0,386). TToutn
B 95% cinydyaeB OTMEYaJIMCh HOPMaJIbHbIE 3HAYEHUS TTPO-
mecca JEMosipu3aliid CUCTEMHOTO JIEBOTO JKeJymodyKa
B TPYIIIIE IeTell, He 3aHUMAIOIIUXCS CITOPTOM, B TO BpeMsT
Kak B OCHOBHOW TIpyrme — Tojbko 82,3% cnyvaes.
B ocTanbHBIX ClTydasix UMeJTUCh YMepEHHbIE HApYIIIEHMS,
YTO CTATUCTUYECKM 3HAUYMMO IO OTHOIIEHWIO K pede-
peHcHoit Tpymre (x*=6,0; p<0,01; cM. Tab6m. 1).

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

Tabauya 1. l'IapaMeprl JCNOJIAPU3ALUA U PENOJIAPU3ALMA MUOKAPAa MPABOro U JIEBOI'0 2KEJIyI0YKOB /10 U 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
IToka3arenn 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
Hopwma 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 OTKJIIOHEHUST 0 0 0 0 0 0 0 0

=175, y*=445; ¥=21.8; *=20.8; ¥*=6.0; 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> [IMpcoHa npu cpaBHEHUU pacTipe/ie]IeHUs TTapaMeTpOB [UIsST HE3aBUCHMBIX BBIOOPOK

(CTIOPTCMEHBI U HECTIOPTCMEHBI).

Tabauya 2. PacnpeneieHne nokasareJeil KApTHPOBAHUSA dJ1eKTpoKapanorpacduu B pedrepeHCHOIi rpymie U B rpynmne Jaereii-
CMOPTCMEHOB 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 R = VoD
rpymmna (n=70) thyro0a 0ackeTo0 BOJIEH0ON  eAMHOOOPCTBA 50y o on
(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,=21,1
@ 0
YMepeHHbIe OTKIIOHEHUS 0 9(17,6) 15 (25,4) 14 (25,0) 6 (14,0) p<001
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 ,=124
( A,
VMepeHHbIE 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) »,=27.1
@ S
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 Kputepust x> [IupcoHa npu cpaBHEHUU pacrpe/eeHuUs TapaMeTPOB [UIsl HE3aBUCHMBIX BHIOOPOK

(CITIOPTCMEHBI Y HECITOPTCMEHBI ).

B KOTOPOI1 IO OTHOWIEHUIO K TPYIINe AeTeil, He 3aHu-
MAIOLINUXCST CITIOPTOM, B 72,8% perucTpupyroTcsl OTKJIO-
Henms (cm. tabi. 3): B 50,8% — ymepennsie, B 22% —
BBIpaxkeHHBIE (3*= 65,9; p<0,01).

IMpy cpaBHeHUM OONEd yYaCTHUKOB MCCIIEIOBAHUST
C HaJIMYMEM TIaTOJIOTMYECKUX 3HAYECHWIA JETTOoNIpU3alin
JieBoro kenynouka (GS5) 1o v mocie Gu3ndeckoi Harpy3Ku
B OCHOBHOI TPYIIITe NCTIOTh30BaM Kputepuii Mak-Hemapa
(Tabn. 5). YBenuueHUe 4YacTOThI MATOJIOTMYECKUX 3HAYe-
HUI AeNoIsipu3aliim JieBoro xemynouka (G5) ¢ MCXOIHBIX
17,7 mo 62,7% miociie ¢pu3nUecKOil Harpy3K1 Cpeau AeTeii-
CITIOPTCMEHOB cTaTucTUYecku 3HauuMo (p<0,001).

CTaTUCTUYECKU 3HAYMMBIE YMEPEHHbBIE OTKIIOHEHUS
MPOILIECCOB PETOISIpU3aliui MUOKapaa JeBOTo XKemy-
nouka (G6) Ttakke B OOJIBIIMHCTBE CJIy4aeB OTMEYEHBI

B OCHOBHOI rpyrime y 33% nmeteit (cM. TabiI. 1), B TO BpeMs
Kak B pecepeHCHOI Tpyrime Bcero — y 7,1% (X2(2)=18,0;
p<0,01). ITo cpaBHEHUIO C TPYIINON NeTei, HE 3aHUMAIO-
IIUXCS CITIOPTOM, YMEepPEHHbIE OTKJIOHEHMS Jallle BCTpe-
yayich B rpyrie backeroora — 40,7% (= 27,1; p<0,01).
B rpymme neteii-HecopTcMeHOB B 88,6% ciydaeB mociie
Harpy3kKyl OTMeYajiich HOpMaJbHbIE TOKa3aTeJd Perno-
Jpu3alu MUoKapaa. HampoTuB, B OCHOBHOI Tpyrire
B 79,9% ciydaeB oTMeYalnCh HapylieHus (cM. Tabi. 1),
YTO TIO OTHOILIEHMIO K peepeHCHOM TPYyIIe CTaTUCTH-
yecku 3Hauumo (y*=107; p<0,01). Bonbuioit mpoieHT
HapylIeHU BHYTPU OCHOBHOM TPYMIIBI TIO OTHOIIEHUIO
K pedepeHCHOI TpymIle IpeAcTaBlIeH 0acKeTOOIMCTaMI
(84,7%), npuueM B 54,2% perncTpUPOBATUCH BBIPaKEH-
HbIe HApYIICHUST (X2(8)=121,1;p<0,01; CM. Tao. 3).
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Tabauya 3. Pacnpenenenue nokasareseil 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)
rpynna (n=70) (yro01 Oacker0on  BOEH0OJ  €AMHOGOPCTBA 4payunvoctn
(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  VMepeHHEIE OTKIOHCHHS 5(7,)  19373) 19322) 22(393)  11(25.,6) Xz;»:(fgi&
BripakeHHOE 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) P
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  YMepeHHBIe OTKIOHeHHS 8(11,4)  18(353) 18(30,5) 23(4L,1)  22(51,2) XZT;Z} 2011’1’
BeipaskeHHBIE OTKIIOHEHUST 0 23 (45,1) 32(54,2) 22(39,3) 9(20,9) ’

Tpumeuanue. p<0,05 — ypoBeHb 3HAUUMOCTH KpuTepusi y* [TMpcoHa Mpu cpaBHEHUU pacripe/iesieHH s TapaMeTPOB /ISl He3aBUCUMbIX BBIOOPOK

(CIIOPTCMEHBI U HE CTIOPTCMEHBI).

Pacripenenenne HOPMaJIbHBIX M MATOJIOTMYECKUX 3HA-
YeHUI pEToJIIpU3alliy JIEBOTO SKeJyIouKa A0 W TTociie
(pusyeckoli Harpy3kKu B OCHOBHOI TpYIIIEe OTpaskeHO
B Ta6. 6. [Tocre Tecta ¢ (pM3MIECKOI Harpy3KOW B TPYIIIe
JIeTel-CITOPTCMEHOB OoJiee YeM B 2 pa3a yBEeTMIMIIOCh YHUCIIO
CTAaTUCTUYECKU 3HAUYMMBIX OTKJIOHeHMit. B 41,1% cinydaes
OTMEUAJINCh BhIpaXKeHHbIE OTKJIOHeHUs, B 38,8% — yme-
pEeHHBIe. YBEJIMUeHNE YaCTOThI MATOJIOTMIECKUX 3HAUCHU I
peroJsipu3alum JieBoro xenayaouka (G6) ¢ ucxomHbix 33,0
110 79,9% nocine puzruecKoi Harpy3Ky Cpein IeTei-Criop-
TCMEHOB cTaTucTUYecKu 3HaunMo (p<0,001).

Hecmotpst Ha npeobiaganyie MaJIbAuKOB B BHIOOPKE,
MpU  aHaIM3e BJIEKTPODU3NOIOTUIECKUX TTPOILIECCOB
B MUOKAapJe CTATUCTUIECKH 3HAUUMBIX Pa3TNIUii MEXKITY
MaJTbYMKaMU 1 JIeBOYKAMU MBI He BBISIBUJIN.

JIOTIOJTHUTEIBHO OBITM TIPOAHATM3UPOBAHbBI PE3yJib-
TaTbl  3JIEKTPOKAPAUOTpa(UIECKUX  MCCIeTOBAHUIA,
MpU 3TOM KakK y JeTeli-CIIOPTCMEHOB, TaK W Y JeTei,
He 3aHUMAIOIIUXCS CITOPTOM, BCTPEYAUCh OITU30MIbI
YMepeHHON OpaauKapauyd A0 5-TO TepUeHTWIS pac-
TpeNesIeHnsT TI0 BO3pacTy, aTPUOBEHTPHUKYJISIPHOM 6J10-
Kanbl | cTemeHu, McyesalonIMX IOCHe TecTa ¢ (pusnue-
CKOM Harpy3Koi, a TakKe SITM30IbI HEITOJTHOM OJIoKalIbl
MpaBoil HOXKM Tiydka [wca. B3auMocCBsI3M 5THX HM3Me-
HEHUI ¢ pe3yJabTaTaMU JUCTIEPCHOHHOTO KapTUPOBAHUS
MBI He TIOJTYJMJIN.

00cyxaeHue

AHaIU3Upys clIydayd BHE3aITHOM CepleyHON CMepTH
MOJIOZIBIX CIOPTCMEHOB BO Bcem wmupe, JI.M. Maka-
poB [7] otmeuaeT, yto, HanpumMmep, B CIIIA vame Bcero
TakMe cjyyau BO3HUKaIM y 0ackeTooNMcToB U (yT-
OOJIMCTOB, TIPEMMYIIECTBEHHO MYXCKOTo TMoJjia. DTo

Tabauya 4. Pacnpenesienne HOPMATbHBIX W MATOJIOTHIECKUX
3HAYEHHI IETOJISIPU3AINH TIPABOTO JKEJIYI0UKA 10 U MOCJIe
(buznyeckoii HATPY3KN B OCHOBHOIA rpymme, a0c. YHUCI0

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

. ITocne dhu3muecKoit HATPY3KH
Jo dusnyeckoit

HATpy3Kn NMaToJIOrH4eCKue HOPMaJIbHbIE
3navenus G3 3navenns G3
INaTtonornueckue
33 11
3HaueHus G3
HopmanbHbie 3Ha-
P 76 89

yeHus G3

BBICOKOIMHAMUYECKHEe BHIObI cropta. [Ipenmosnarasi,
YTO OTKJIOHEHUS MOTYT OBITH CBSI3aHBI C Pa3TUIHBIM
YPOBHEM TIOTPEOISIEMOTO KapAUOMUOLIUTAMMA 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,), enmHoG0p-
CTBa — K HU3KOOWHAMUYeCcKMMU BugaMu criopra (<40%
MaxO,). boesbie UCKycCTBA OTHOCATCS K BHICOKOCTATH-
YyeCKMM BHJAaM CIOpTa, MPU KOTOPBIX METAa0OJIMUEeCKUE
MPOLIECCHl B OPTaHW3Me OCYIIECTBISIOTCS TTPY He3HAYM -
TEJILHOM TIOBBIIIIEHUM TIOTPeOJieHNsT Kucaopoaa. Brico-
KOIMHAMUYecKast Harpy3Ka, Ha000pOT, BBI3BIBAET PE3KOe
yBeJImueHue notpedaeHus kuciaoponaa. [1pu mobdom trme
Harpy3oK MPOUCXOAUT aJanTallMOHHBIN Tpoliecc B cep-
JIEYHO-COCYIMCTOM CHUCTEME, BKJIIOYAKOLIMI U3MEHEHUE
HampsKeHUsI ¥ COKPaTUMOCTU CTeHOK MMokapna. Oco-
60ro BHUMaHMS TPpeOYeT CUCTEMHBIN JIEBBIN JKeJTyI04YeK.
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Tabauya 5. Pacnpezleneﬂue HOPMAJIbHBIX U MATOJIOTHYECKHUX 3HAYEHUIT AenoJIApU3alvM JE€BOro 2Kejay/104Ka 10 U nmocjie (bl/l3l/ll[eCKOI7[

HArpy3KH B OCHOBHOV¥I rpymnmne, a0c. Yuciio

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

group, abs.

o ¢m3nyeckoii Harpy3Ku

naroJjornyeckue 3nayeHus G5

ITocne du3nueckoii HATPY3KH

HOpMAaJIbHbIE 3HaYeHus G5

ITaronornueckue 3HaueHuss G5

Hopwmasnbhbie 3HaueHust G5

30 7
100 72

Tabauya 6. Pacnpeneneﬂue HOPMAJIbHBIX U NMATOJIOTMYECKUX 3HAYEHMIA PenoJIapu3auinIeBoro Keaya049Kka 10 U 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.

1o dusnyeckoii Harpy3Ku

naroJjornyeckue 3HayeHus G6

ITocne ¢u3nyecKoii HATPY3KH

HOpMAaJIbHbIe 3HaYeHus1 G6

TTaTomornueckue 3HaueHnss G6

Hopwmanbhbie 3HaueHust G6

65 4
102 38

IMpu ananu3se 3aeKTPOGOUZNOTOTUIECKHUX TTPOILIECCOB
B MHOKapJe JIeBOrO M IMPaBOTO XETYIOYKOB Yy HeTeii-
CITOPTCMEHOB BBISIBIIEHBI CTATUCTUYECKU 3HAYMMBIE pa3-
JINYUS TIO CpaBHEHUIO ¢ pedepeHCcHO Tpyroii. Bo Bcex
nokaszatesix G3—G6 B OCHOBHOII IpyIllie OTMEYAIOCh
yMepeHHOe OTKJIIOHEHHE, B TO BpeMsl KaK Bce 3HAYEHUs
B pedepeHCHOI Tpyrime Gojiee yeM B 92% HaxomWINCh
B Tipenenax HOpMbI. IIpy aHamW3e OTKIOHEHWI BHY-
TPU TPYIIIT CITOPTUBHOM MOATOTOBKU OOJIBIIUI TTPOLIEHT
HapyLIeHW TPOIIECCOB AEMOJSIPU3ALUA U PETOIIpHU3a-
1IN Y BBISIBJIEH Y 6acKeTOOMCTOB.

O} deKTUBHOCT M JOCTOBEPHOCTh HCIIOJb3Yye-
MOTO MeTOJa OBUTM TTOATBEPXKIACHBI B MHOTOUYMCIIEHHBIX
HCCIIEOBAHUAX, B TOM YHCJE Yy AeTel ¢ apTepuaTbHOMI
TUTIepTeH3Ue, 00CaeyeMbIX B paMKaxX HayYHbBIX UCCTIe-
IIOBaHUA, TIpoBoIUMBIX paHee [9]. KomnbloTepusupo-
BaHHasl cucrteMa ckpuHuHra cepaua («Kapanosuzop»)
BXOOWUT B CTaHAApPT OCHAIIEHUS IIEHTPOB 370pPOBb,
HO OTCYTCTBYET B CTaHIapTe OCHAIeHWs BpayeOHO-
(U3KYJIBTYPHOTO OUCTIaHCepa, LeHTpa JeuyeOHo Gus-
KyJIbTYPBI U CTTIOPTUBHO# MeauiiuHe [ 10]. JlucriepcuoH-
HbIe XapaKTEePUCTUKKM HU3KOAMITIUTYIHBIX KOJIeOaHUIA
KapAMOIWKIIA TTPU BO3HUKHOBEHUM TTATOJIOTUM MEHS -
I0TCS  paHbllle, YeM 3YOIbl B3JEKTPOKApAMOTPAMMEBI.
IMosToMy aHanMM3 AMCIIEPCUOHHBIX OTKJIOHEHWI IaeT
BO3MOXHOCTb  OLEHUTb  3JEKTPOPU3NOTOTUIECKIE
MpoliecChl B MUOKapJe, B TOM YHUCJIE Y CITIOPTCMEHOB.
B HameM wccliefoBaHWUM yOANOCh TOJTYYUTh CTATH-
CTUYECKM 3HAYMMbIe JAHHBIE O TOM, YTO (uU3MUecKast
Harpy3ka TpUBOIWJIA K HapyIIEHUSIM JeTOJISIpU3aun
MPaBOTO M JIEBOTO KEIYIOYKOB, a TakxKe K Hapylle-
HUSM PETOJISIPU3ALIMU JIEBOTO XeJTyI0UYKa Y HEKOTOPBIX
JIeTeli-CITOPTCMEHOB.

Heo6xomumo mpuHMMaTh BO BHUMaHME, 4TO Cep-
JIEYHO-COCYINCTast CUCTEMa CIIOPTCMEHA HAaUMHAET a/larl-
TUPOBATLCSI K PETYISIPHBIM (U3UIECKMM HarpysKaMm,
IMOSTOMY TIPOBEICHUE HCCIEIOBAHUS TOJILKO B TIOJIO-

JKEHWU JIeXKa MOXET OBbITh HeJOCTATOUHBIM TS TTOJTHOM
OOBEKTUBHOI OLIEHKU 3JIEKTPOMU3NOIOTMYECKUX TTapa-
MeTpoB B MuoKapzae. KpoMe Toro, Hy>KHO yYUTBIBATh,
yTO MaHM(ecTalusl MHOTUX HapylIeHWi pUTMa cepala
BO3MOXHa Ha (oHe ¢dusnveckoil Harpy3ku. B cBsizu
C 9TMM MBI TIPOBEM TIOBTOPHYIO OIIEHKY M3ydaeMbIX
MoKka3zareJieil mocje Tecta ¢ (hM3MIeCKOi Harpy3Koii.
YMepeHHbIe (hM3NUecKre Harpy3Ku MPUBETN K peTH-
CTpalliy KaK YMEePEHHBIX, TaK U BhIpaKEHHBIX Hapyllle-
HUI 3JIEKTPODU3NOTOTUIECKIUX TTPOIIECCOB B MUOKAp/IE.
CTaTUCTUUYECKU 3HAYMMBbIe TATOJOTUYECKHE 3HAuYCHMS
MPOLIECCOB AETOJSIPU3ALUM TTPABOTO XKEIYyI04Ka, IeTo-
JIIPU3ALIMY U PETTOJISIPU3aIli B MUOKap/Ie JIEBOTO XKelTy-
JIOYKa PETUCTPUPOBAINCH Y OaCKeTOOIMCTOB. BhIpakeH-
Hble HapyIIEeHWsST PeToiIpu3alli MUOKapAa TpaBoro
JKeJTyIoUYKa OTMEYaIUCh y JeTeil, 3aHMMAIOIINXCS eIy~
HobopcTBamu. HecMoTpst Ha To uTo (hyTOO TaKKE OTHO-
CUTCS K BBICOKOTMHAMUYECKUM BUAAM CIIOpPTa, TAKKX XKe
nokKazaTeJieli, 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 IPaBoOro
U JIEBOTO KEJYIOYKOB y JIETeH-CITOPTCMEHOB IO CpaBHE-
HMIO C JeTbMU, He 3aHUMarolMucs crioptoM. Ocoboro
BHUMaHMS TpeOyeT MUOKapIL JIEBOTO XKeJIyJaouKa y JeTei,
3aHUMAIOIINXCST BEICOKOAMHAMWYIECKUMU BUIAMU CITOPTA,
a UMeHHO, 0acKeTOO0JIOM, TaK KaK B 3TOI TpYIIIIe CIIOp-
TUBHOM TIOATOTOBKHU BBISIBJICHBI CTATUCTUYECKU 3HAYM-
MBble BhIpaKeHHbIE HApYIIeHUS AeTOISIPU3alUN U PETo-
JIIpU3ALINAMN.
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CucremHas KpacHasi BOTYAHKa — MMMYHONIATOJIOTHYECKOe 3200/1eBaHle, XapaKTepu3ylolleecs TsxKe/IbIM NPor1o3oM. buonornye-
CKasi Tepanusi N03BOJIsieT YMEHbIIUTh TOKCHYHOCTh KOPTHKOCTEPOUIOB M HAJIEIKHO KOHTPOJIMPOBATH TeYeHHe 3200/ 1eBaHus.

Heab uccnenosanusi. Ouenka apdekTuBHOCTH U 6€30MACHOCTH TEPANMU PUTYKCUMAOOM Y IeTell C CHCTEMHOM KPACHOI BOJTYAHKOIA.
Marepuansl 1 MeToIbl. B peTpocnekTHBHOE HCClleJ0BaHNe BKIIOUEHbI JaHHbIEe 0 48 NanieHTax ¢ CUCTEMHOi KPACHOH BOJYAHKOM,
MOJYYaBIIMX TEPANUi0 PUTyKcuMaboM. JInarHo3 cuCTeMHOIi KPACHOi BOTYAHKU ObLT YCTAHOBJIEH HA OCHOBAHMH KiIaccH(HMKALM-
onnbix KputepueB SLICC. Y nauueHToB OleHUBAIM CTATYC 00JI€3HU HCXOTHO, HA MOMEHT HA3HAYEHUs] PUTYKCMMA0a U 3aTeM exe-
roaHo. Purykcumad Ha3HAYa M B CBSI3M C HAJIMYMEM BOTYaHOYHOro Hepura, nopaxkenust [IITHC, cucrembl KpoBH, HEKOHTPOIMPY-
eMbIX CTAH/IAPTHOIi Tepanueii, a TAKXKe B CJIy4ae BbIPAKEHHOI KOPTHKOCTEPOUIHO TOKCHYHOCTH.

Pe3ynbratel. Ha ¢one Tepanmum puTykcHMaOoM OTMEUEHO 3HAUMTENbHOE CHIDKeHHe mHAekca akTuBHOCTH SELENA—SLEDAI
BrisiBeHbI cylecTBEHHOE CHIDKEHHE YPOBHS aHTHTe K ABycnupaiabHoii JTHK, nopmanusanua yposus remorioduna, COD, kom-
iementa C4. YMeHpIIMIACH J0JIs1 NAUMEHTOB € HUTONEHUSMM; MX MOJHOE OTCYTCTBHE OTMEYEHO Y NMALMEHTOB, MOJYYAIOMMX
Tepanuio B TedeHue 3 jer. Ynca0 nanmMeHToB ¢ AKTHBHBIM BOJYAHOYHBIM He(hpUTOM yMEHBIIMIIOCH ¢ 16 HA MOMEHT Hayasa mpuve-
HeHus putyKcumaoa 1o 1 yepe3 3 roga tepanuu. OTMeveHa cylmecTBeHHAS] IMHAMUKA NPOTEMHYPUH M TeMATYPUH, 32 MCKJII0UEeHHEM
TakoBoii y 1 manmenta. Cyroynasi 103a KOPTHKOCTEPOHIOB 0bLIa CHIKeHA HA 90% OT HCXO/IHOI Y NAMEHTOB, MOTYyJABIINX TEPANHIO
B Tedenue 3 jeT. Cpeau KIMHMYECKH 3HAYMMBIX HEXKeJATENbHBIX ABIEHHIl ObLIM 3 JeTANBHBIX MCXO0/1A Y MALMEHTOB € BHICOKOAK-
THUBHBIM T€YEHHEM CHCTEMHOI KPACHO# BOMAHKM C HEKOHTPOJIMPYEMbIM CHHIPOMOM aKTHBALMU MAaKpPo(aros, acCOUUMPOBAHHBIM
¢ nadekmusamu. Kpome toro, pukcuposanics pa3imynbie HHGEKIMOHHbIE OCIOXKHEHHUS, TMIOraMMAarI00y.IMHeMHs, TPeOOBaBIINE
3aMeCTUTEJIbHOI Tepanuy BHYTPUBEHHBIM HMMYHOTJIO0YTHHOM.

3akmovenne. PuTykKcnMa0d MoXKeT paccMATPUBATHCS KAK BAPHAHT TePANMM IS JIeYEHHS TSKENbIX (hOpM CHCTEMHO# KpPacHOI
BOJTYAHKHM, PE3HCTEHTHbIX K CTaHAApTHOH Tepamuu. TpeOyioTcs najbHeiilie MCCAef0OBAHUA LIS OLEeHKH 3ddeKTHBHOCTH
U 0e30MaCHOCTH.

Karoueswte caosa: demu, cucmemnas kpacnas eonvamnka, B-kaemku, pumykcuma6, 6oauanounblil 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.@®.,
CHervpeBa J1.C., CopokuHa J1.C., KopHuiuvHa T.J1., KaHesa M.A., Yukoa U.A., Jlnxadesa T.C., Konobosa O./1., KanawHukosa O.B., YacHbik B.T".,
Koctuk M.M. OnbIT npumeHeHnsi putykcumaba y nalumeHTOB C FOBEHWIbHOV CUCTEMHOW KPaCHOV BOYaHKOM: MpeaBapuUTesbHbIe Pe3ysibTarhl ABY-
LIEHTPOBOIro KOropTHOro nccienoBaHvs. 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 BOoJYyaHKa —
HauboJjiee yacTo BcTpevalolieecss 3aboJsieBa-
HUE€ COeNMHUTENIbHOW TKaHU y aeTeil muaniie 18 yeT,
XapaKTepu3ylolleecs: MyJbTHOPTaHHBIM BOBJIEUEHUEM
u TsoKeabiM mporHo3om [1]. Tlo maHHBIM 3MUAEMUO-
JIOTUYECKUX WCCIeAOBaHUI, MWK 3a00J1eBaeMOCTU
MPUXOAUTCS Ha Bo3pacT 14—25 neT, Mpu 3TOM MOJAbeM
3a00J1eBa€MOCTU CUCTEMHOI KpacHOW BOJIYAaHKOM

B JIETCKOM BO3pacTe OTMedaeTcsl y>Ke HauMHasi C BO3-
pacta 8—9 nmer [2]. CucremHas KpacHas BOJIYaHKa,
neOTUpOBaBIlIas y MOAPOCTKOB M MOJOABIX B3pPOC-
JIBIX, XapakKTepusyeTcsl 0Oojiee aKTUBHBIM TeUEHUEM
c Oosiee TSKENIBIM TOPaXXeHUEM pa3IMYHbIX OPraHOB
U CUCTEM II0 CPaBHEHMIO C TAaKOBBIMU Y B3POCJBIX
nanueHToB [1—3]. TskecTb TOpaXeHUs y MOJIOABIX
nalyMeHToB oOycjoBjiieHa 0o0Jjiee BBICOKOW YacTOTOM
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Kanawnurkosa 5. M. u coagm. ONBIT IIPUMEHEHHMSI PUTYKCHMa0a y TALMEHTOB C IOBEHIILHOM CUCTEMHOI KPACHOIA BOJTYAHKON: TIPEIBAPUTEIbHBIE. .

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

MopaxkeHusl ToYeK U LEeHTPAIbHONW HEPBHON CUCTEMBbI
(IIHC), a Takxe cucTteMbl KpoBeTBOpeHUs [3, 4].
DTronornyeckre (pakTopbl CUCTEMHON KpacHOM BOJ-
YaHKM U TIaToreHe3 3a0o0JieBaHMSI M3Y4aroTCs 10 HACTO-
stiiero BpeMeHU. Cpenu TPUYMH BBIICSIIOT OCHOBHBIE:
TeHETUYECKYI0 TPeNpacrioioXeHHOCTh, TOPMOHAJIbHBIC
MPUYUHBI, pa3InyHble (DaKTOPhl OKPYXKAIOIIEH Cpembl
u wHbekmu [5, 6]. B matoreHese cCHUCTeMHOI KpacHOM
BOJTYAHKM WTPAIOT pOJib, KaK ayTOBOCIAJIUTEIbHBIE (pa3-

BUTHE CUCTEMHOTO BaCKYJIMTA 32 CUYET LIMTOKMH3aBUCUMOTO
MOBPEXKICHUS SHIOTENNS, TUTIEPIPOLYKIIMS MHTEp(hepoHa
I Tuma), Tak ¥ ayTOMMMyHHBbIE (HapylleHUe WMMYHOJIO-
TMYECKOI TOJEPAaHTHOCTU K COOCTBEHHBIM aHTUTEHaM)
MeXaHU3MBI. DTO TIPOSIBJISIETCSl B BUE TUITEPIPOIYKIINN
¥ runepyHKImy B-1mumdoimTos, BbipabaThIBAOIIMX pa3-
HOOOpa3HbIe ayTOAHTHTENIA B OOJIBIIIOM KOJTMYeCTBe [6, 7].
Cpeny TMOAXOAOB K Tepanuy IOBEHWJIBHON CUCTEM-
HOI KpacHO BOJYaHKU OIWH MX OCHOBHBIX — TIpUMe-
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HEHHUEe TIIOKOKOpPTHUKOocTepounoB [2, 4]. TokcuuHOCTH
KOPTUKOCTEPOUIIOB U HEOOXOIMMOCTh WX UITUTEIHHOTO
WCTIOIb30BaHUST OOYCIOBIMBAIOT HEOOXOAMMOCTH TPU-
MEHeHUs cTepoujacOeperaloiieil Teparnuu, TMO3BOJSIO-
el HaJgeXXHO KOHTPOJIMPOBATh 3a00jeBaHUEe U MUHM-
MU3UPOBATh TOKCUYHOCTHL KOPTUKOCTepoumoB [3, §].
B Hacrosiiiee BpemMst JOCTUTHYT KOHCEHCYC MO0 JIeYeHUIO
BOJJYAHOYHOTO HedpuTa y neTeii, B KOTOPOM TPOTTMCaHbI
CXeMbl CHWXEHUSI WHTEHCUBHOCTU KOPTHUKOCTEPOU]I-
Hoii Teparmmu [9]. Hecmotps Ha pekomenmaunu EULAR
(EBpomneiickasi aHTUpeBMaTUyecKasi Jura) Mo MUHU-
MU3allUM WHTEHCUBHOCTU KOPTUKOCTEPOUIHON Tepa-
MUY, CTAHIAPTU30BaHHBIX PEKOMEHIALMI 1O TeMraM
CHVXEHUS M OTMEHBI TJIIOKOKOPTUKOCTEPOUIOB, KPOME
BOJIYAaHOYHOTO HedpuTa, He pa3paboTaHO, OCOOEHHO
B nemuatpuu [2, 10]. CtanmapTtHas Teparust IIMTOCTATH -
YeCcKMMU MpernapaTaMu (TaKMMM KaK a3aTUOMPUH, TIpe-
rnmapatbl MUKO(EHOJIOBO KMCJIOTHI, LMKIohochaMu
U Jp.) COMPOBOXIAETCSI pa3IMYHBIMU HeXeJlaTeJTbHbIMU
SIBJICHUSIMU B BUJIE BIMSTHUSI HA TEMOTI033, TOKCUYECKOTO
BJIUSIHUSI HA TIeYeHb M TOYKM, TOBBIIIEHHOTO pHCKa
Oecrionust 1 OTCPOYEHHOTO PUCKA PA3BUTHS 3JI0Kaye-
CTBEHHBIX HOBOOOPA30BaHUiIl Y B3POCIBIX, MPEBbIIIAI0-
1Iero MomyJsIiMoHHbIN [2, 4, 11]. [IpumeHeHUe TeHHO-
WHXXEHEPHOI OMOJIOTMYECKON Teparuu B peBMaTOJIOTUH
MO3BOJIMJIO CYIIECTBEHHO MOAUMUIIMPOBATh TEeUeHHUE
M UCXOAbl MHOTUX PEBMaTUYECKUX 3a00JIeBaHUI, TAaKUX
KaK peBMaTOUIHbBIN apTPUT, aHKWUJIO3UPYIOIINI CITOHIN -
JIUT, TICOPUATUYECKUI apTPUT, IOBEHWIbHBII MIMOTIATH-
yeckuit aptput, AHILIA-acconmnpoBaHble BacKyJUTHI,
Hecneumdnaeckuit aoproaprepunt [3, 11]. Jnsa nede-
HUSI CUCTEMHOI KpacHOI BOJIYAaHKHW Yy JIETE B HACTO-
siee BpeMsl MCTOJIB3YIOT 1Ba OMOJOTMYECKUX TIpera-
para: putykcuMab n 6enmumymab. bearnumymab paspenieH
y B3POCJIBIX M JIETeH cTapiie 5 JIeT U1 MOXET MCIOJIb30-
BaThCsl Y OOJIbHBIX CUCTEMHOM KpacHOM BOJIYaHKOM cpeji-
Hel CTeNeHU TSKECTH, OJIHAKO 3TOT Tperapar He Tpea-
CTaBJISIETCSI BO3MOXKHBIM MCITOJIb30BaTh Yy MAallMEHTOB
C BBICOKOAKTUBHOI (DOPMOI1 CUCTEMHOI KpacHOM BOJI-
yaHku [8, 12]. benrmumyma0d ckopee BBITIONHSIET (PYHKIIMNA
crepouzcOeperaroiiero areHTa B ciiydassx TOpMOHO3aBH-
CUMBIX BapMaHTOB TE€YEHUsI CUCTEMHOI KpacHON BOJ-
YaHKUW WIN TTOJIepKaHUsI paHee TOCTUTHYTON peMUCCHH,
0COOEHHO B CBETE CTpaTernu «0e3KOPTUKOCTEPOUTHOM»
Teparnuy CUCTEeMHOI KpacHo# BosiyaHku [8]. Purykcu-
Mab UCITOJB3YETCS IS JICUEHUST TSKEBIX, YTPOXKAIOIINX
KU3HU (hOPM, OJTHAKO OH HE UMeeT O(PUIIMATbHOTO OJ10-
OpeHMs TI0 TIOKAa3aHUI0 CUCTEMHON KpacHOM BOJYAaHKU
KakK BO B3pOCJIOH, TaK U B MeIUATPUIECKOMN MpaKTUKaX.
Putykcumab mnpencraisier co0Oil XMMEpPHOE MOHO-
KJIOHaJIbHOE aHTUTeI0 Mbln/J9enoBeka IgG1-k, obmama-
folee CpoiaCcTBOM K TToBepxHOCTHBIM CD-20 anTureHam
B-nmuMdornmToB, TeM cambiM BO3ICICTBYIOIIEE HAa OTHO
13 KJIIOYEBBIX 3BEHBEB MaToreHesa BoyyaHku [6, 13, 14].
OTOT MOBEPXHOCTHBIN AaHTUTEH WMEETCS] MCKIIOUUTEHHO
Ha 3pesbix B-nmuMdormTax, a Takke Ha UX ITpeaIecTBeHHU -
KaX, HO OTCYTCTBYET Ha TeMOTMO3TUYECKMX U Tula3MaThye-

OPUINHAJIbBHbBIE CTATbU

ckux kietkax [ 13]. «MplimHbIe» (hparMeHThI pUTYyKCMMada
cBa3bIBaIoTCs ¢ perenTopamu CD-20, a «<geoBedeckre» —
¢ Fc-penenropammn Ha 3deKTOpHBIX KileTKaX. B pesyib-
TaTe B3aUMOIECHCTBUSI pUTyKcuMaba ¢ B-ymmdornramm
MPOUCXOIUT WX TUOEJb ¢ TTIOMOIIBIO PA3IMYHBIX MEXaHU3-
MOB. aHTUTEJI03aBUCUMOI KJIETOUHOW IIMTOTOKCUYHO-
CTH, KOMIUIEMEHT3aBMCHUMOTO JI3rca u amonTo3a [7, 13].
Putykcrmab BBI3BIBaeT MCTOLIEHHWE Mysia B-kieTok, mpe-
MSITCTBYS JaJIbHEIIIeMy O0pa30BaHUIO TUIA3MATUYECKUX
KJIETOK, BBIPAOOTKM ayTOAHTUTEN U MEXKJIETOUHOI KOOTIe-
paruu ¢ yyactueM B-mumdormTos [1]. Putykcumab pac-
CMaTpUBAeTCsl Kak OMIIUSI B CIydasix CUCTEMHON KpacHOM
BOJTYAHKM BBICOKOW CTEIEeHU aKTMBHOCTU C TMOpakKeHUEeM
novek, LTHC, cucrembr KpoBu B citydae Hed(pHEKTUBHO-
CTU CTAHIAPTHON Teparuu, OJHAKO TTO3ULIUSI TIPUMEHE-
HUSI pUTYKCMMaba B KauecTBE CTApTOBOM Tepariiu B KOM-
OMHALIMM C KOPTUKOCTEpOMIAMU W HEOMOJOTMYEeCKUMU
00J1e3Hb-MOIU(PULIUPYIOITUMUA  TIPOTUBOPEBMATUUYECKUMU
npernapataMyd OCTAeTCsl OTKPBITONW M TpeOyeT OOJIbIIero
yycaa AokazaTesbecTB 2(h(PeKTUBHOCTU U 0€301acHOCTH
|4, 5, 8, 11, 12, 15—17]. HecmoTpst Ha M3BeCTHYIO KIIMHU-
yeckylo 3¢ @EeKTUBHOCTh Tpernapara, HECKOJIBKO PeTpo-
CIEKTUBHBIX CPaBHUTENIbHBIX MCCICIOBAHUI HE BBISIBUIN
MPENMYIIECTB PUTYKCHMaba IO CPaBHEHMIO C TpanuIlv-
OHHOI Teparnueil HeOMOJIOTMYECKUMU 00JIe3Hb-MOIU(MU-
LIMPYIOIIUMHU  TIPOTUBOPEBMATUYECKUMU  TIperapaTamu,
a TIPOCTIEKTUBHBIX T11a11e00-KOHTPOJIMPYEMbIX MCCIIETOBa-
HUI CO CTaHAApTU30BAaHHOI HEOMOJIOTMYECKON Teparmeid
00J1e3Hb-MOIU(PULIUPYIOIIMMUA  TIPOTUBOPEBMATUUYECKUMU
npenapataMu He TiposeneHo [11, 12, 18].

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

XapakTepucTuka peten un MeTogbl UCcriefoBaHns

B perpocriekTBHOE IBYIIEHTPOBOE KOTOPTHOE UCCIe-
JIOBaHME ObLIM BKJIIOYEHBI TaHHbIE M3 UCTOPUiA O0Je3HU
48 TIaIeHTOoB, TIPOXOAMBIINX JIeUeHe Ha 0a3e KIIMHUK
®TBOY BO CIIGITIMY u HMUII um. B.A. Aima3oBa
¢ 2009 o 2021 r. [ImarHo3 cMCTEMHOI KpacHOI BOJTYaHKU
y TauMeHToB MJaniie 18 jer Obul yCTaHOBJIEH COTJIACHO
kputepusim SLICC (Systemic Lupus International Collab-
orating Clinics) 2012 r. (Ta6a. 1). Bce netu, BKItOUeHHbBIE
B UCCJIeIOBaHUE, TIOTYUYUIIA XOTsI Obl OIHY 103y PUTYKCH-
maba 10 HacTyIuieHusi coBepiueHHosetus. Mccienosa-
HHUe ObUIO OrpaHMYEHO BPEMEHEM OT J1e0I0Ta CMCTEMHOM
KpacHOI BOJIYAHKM J0 JAHHBIX O MOCJEAHEM JTOCTYITHOM
BU3UTE B KIIMHWKY, MaKCUMAaJIbHO TTPUOIVKEHHBIM K BO3-
pacty 18 nert.

IlokazannsiMu K Ha3HAYEHUIO PUTYKCMMaba ObLIN
ciaenyromue: 1) BBICOKOAKTUBHOE TEUEHUE CHUCTEM-
HOW KpacHO# BoJlYaHKM C TopaxkeHueM movyek u [ITHC,
B TOM 4YHCJIE PE3UCTEHTHOE K TIPOBOAMMON Teparnuu;
2) HanuuMe pPeUMAMBUPYIONIETO TEYEHUSI ayTOMMMYH-
HOW TeMOJIMTUYECKON aHEMUU WU TPOMOOILUTOIIEHUHU,
TpeOYIOIIMX MTPUMEHEHHUS] MOBTOPHBIX 103 TJIOKOKOPTH -
KOCTEpOUIOB, 3aMECTUTEJIbHON Tepanuu (reMoTpaHCcdy-
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Kanawnurkosa 5. M. u coagm. ONBIT IIPUMEHEHHMSI PUTYKCHMa0a y TALMEHTOB C IOBEHIILHOM CUCTEMHOI KPACHOIA BOJTYAHKON: TIPEIBAPUTEIbHBIE. .

3usl, TpaHchy3usi TPOMOOLIMTOR); 3) HAJIMUKME MPU3HAKOB
KOPTUKOCTEPOUTHON TOKCUIHOCTH ITPU HEBO3MOXKHOCTH
CHUMXEHUSI 103bI TJIIOKOKOPTUKOCTEpOuIoB 10 10 Mr/cyt
wim 0,2 Mr/Kr/CyT, B 3aBUCUMOCTH OT TOTO, YTO MEHBIIIE.
Pemrenne o HasHayeHMM PUTYKCMMaba TPUHUMAIOCH
KOHCUJIMYMOM Bpaveil, UMEIOIINUX OIBIT PabOThI B PEeB-
Marojioruu He MeHee 20 JieT, M ObUIO 3aJ0KyMEHTH-
poBaHO B BHJIE 3aKJIOUEHUs BpayeOHON KOMMUCCUH,
cortacHo cratbe 48 MenepanbHoro 3akoHa «O6 0CHOBax
oXpaHbl 3M0pOBbs TpaxnaH B Poccuiickoit Menepanm»
ot 21.11.2011 N 323-®3 [19]. 3aKkoHHBIE MPEACTABUTEN
ManyeHTa, a Takke camMuy TalMeHThl B Bo3pacte 15 jer
MU cTapllie TOANMUCHIBAIM OTAEIbHOE WH(MOPMUPOBAH-
HOe corylacue Ha MpuMeHeHue puTykcumaba. [1pemapar
HasHayaJdu B no3e 375 Mr/m? exeHeneabHO, He Ooiee
500 mr Ha ogHY MHDY3UI0 (2—4 MHDY3UN) C TOBTOPHBIMU
Kypcamu Kaxzable 6—12 Mec B 3aBUCHMOCTHU OT CTETICHU
AKTUBHOCTHU 3a00JIeBaHUST, BHIPAXKEHHOCTH B-KIleTOUHOI
NeTUIellM, YPOBHS TUIIOMMMYHoOIIo0yanHemMun IgG.
CocTostHUE TIAlIMEHTOB OICHUBAIM B CJEIYIONINE
BpeMEHHbIE MHTEpBaJbl: 1) neO0T CUCTEeMHON KpacHOM
BOJTYAHKM; 2) Tepea TepBbIM Ha3HAYeHUEM PUTYKCHU-
Maba; 3) eXeromHo Iocjie TEPBOrO BBEACHUSI PUTYK-
cuMaba. B kaxmoil BpeMeHHOI Touyke OOCeIOBaHMS
OLICHUBAJIM  CJIEAYIOIIME TIOKa3aTeJu: KJIMHUYECKHe
u nabopaTopHble JaHHbIE, WHIEKC aKTMBHOCTU 3a00-
JIeBaHUSI, CYTOUHasi J03a TJIIOKOKOPTUKOCTEPOUIOB.
HaGnonenue npekpaiaiyd B caydasix CMEpTH MalueHTa

J0O0 B CBSI3M C TEPEX00M IalleHTa BO B3pOCIIYIO CETh,
CMEHOW MEIMIIMHCKOTO YYPEeXIEHUs WIM TIpeKpale-
HUS Tepalii pUTYKCUMaOOM TIPU TOCTHKEHUU CTOMKOM
pPEMUCCUM, HEXEJTAaHUM TTPOIOJIKATh TePanio, pa3BUTUN
HeXXeJIaTeTbHBIX SIBJICHUIA.

Cpenn nmabopaTOpPHBIX JAHHBIX OLIEHWBAJIM KJIETOY-
HBII COCTaB KPOBM: YUCJIO JIEWKOIIMTOB, TPOMOOIIMTOB,
ypoBHIU TemorioomnHa, COBD, C-peakTuBHOTro OejKa,
dpakuuit C3 m C4 KoOMIUIEMEHTa; aHTUHYKJIeapHOTO
(dakrtopa, anturen Kk HIHK, IgG, cyOnonynsiiimoHHBIR
cocTtaB JUMQOIIMTOB; y TAIMEHTOB C BOJYaHOYHBIM
HedpuTOM OIIEeHUBAIM CTeleHb TpoTeuHypuu. Kiacc
BOJJYAHOYHOTO HedpuTa yCTaHaBJIMBaIW IO pe3yabTa-
TaM He()poOMOTICUU B COOTBETCTBUU C KJlacCUdUKalmei
Joryc-HedpuTa, mpeacTaBIeHHOM B Ta0I. 2.

WHaeke akTUBHOCTU CUCTEMHOM KpaCHOM BOTYAHKU
paccuutbiBanu 1o mkaine SELENA—SLEDAI, no3Bossi-
IOIIEeH BBIACIISITE CJIEAYIOIINE CTETIEH aKTUBHOCTH 3200~
neBaHwms [21]:

(00 — HeT aKTUBHOCTH;

1—56 — MuHUMAabHAsI aKTUBHOCTD;

6—100 — cpeaHssT aKTUBHOCTD;

11—196 — BbICOKast aKTUBHOCTb;

>200 — o4YeHb BbICOKASI aKTUBHOCTb.

YuuTeiBau BCe NOCTYMHBIE ISl aHAJIU3a HexXesa-
TeNbHBIE SBICHUS BO BpeMsI Tepaluu PUTYKCUMaOOM,
cpear KOTOpbIX HauboJjiee 3HAYMMBbIMU ObUIM Clydau
JIeTaJlbHOTO ~ ucxofa, WHQEKIIMOHHbIE 3a00JeBaHus

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

Knunnyeckue kpurepun:

1. Octpoe, aKTUBHOE MOpakeHUe KOXU

2. XpoHHnyecKast KoxHasi BOJTYaHKa

S13BBI CIMBUCTBIX 000J104YEK (B OTCYTCTBUE APYTUX MPUYMH JIJIsI KX 0Opa30BaHUs)

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

00JIOMaHHBIMM yJYacTKaMU)

5 ApTpUT (CMHOBUT C YYacCTHEM 2 CYyCTaBOB UJIM OoJiee, XapaKTepusylolleecst OTeKOM 1 BbinmotoM UJITA
00JIE3HEHHOCTh 2 CYCTaBOB WJIM 00Jiee ¥ yTPEHHSISI CKOBAHHOCTD IT0 KpaliHeit mepe 30 MuH)

Cepo3ut
[NopaxeHue moyek

Heiliponcuxuyeckue rmopaxkeHus

Al 2 Bl ©°

I'emonuTuueckass aHeMust

10.  Jleiikonenus (<4,0 -10°/1 o KpaiiHeit Mepe O1H pas)
11.  TpomoorutoneHus (<100 -10°/1 Mo KpaiiHel Mepe OIMH pa3)
MMMyHoOIOTMYeCK1e KPUTEPUU:
1.  ANA BblillIe ypOBHS JMUara3oHa pedepeHc-aadopaTopuun
Anti-dsDNA BbillIe ypoBHS Auarna3oHa pedepeHc-aadopaTopun (Uan >2-KpaTHOro yBeandeHus: metoqom ELISA)
Anti-Sm HajnMuue aHTUTEN K SIIePHOMY aHTUTEHY Sm
AnTudochomMmIHbIe aHTUTETA

Hwuskuit ypoBeHb KOMIUTEMEHTA

S V' B > B

TTonoxuTenbHast peaknuAa KyM6ca B OTCYTCTBUE T€MOJIUTUYECKOM aHEMUU

POCCUVCKWIA BECTHUK NMEPUHATOJIONMN U MNEANATPUM, 2023; 68:(1)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)

77




OPUIrNHAJIbHBIE C

b

U TeMaToJIOTMYECKHe OTKJIOHEHUs. DTUYecKas dKCIep-
TH3a: WCCIeTOBaHNEe OMOOPEHO 3TUYECKUM KOMUTETOM
®T'BOY BO CIT6I'TIMY (Ne 1/3 ot 11.01.2021 1.).
Cmamucmuveckuii ananu3. Pa3mep BBIOOpPKM TIpend-
BapUTEIbHO HE PACCYMTBHIBAIA. AHAIU3 TTOJyYEHHBIX
JIAHHBIX BBITIOJTHEH ¢ MPUMEHEHNEM TTaKeTa CTaTUCTUYIe-
ckux mporpamm Statistica v. 10.0 (StatSoft Inc., CIIIA).
Jlo Havyaia pacyeToB ObLIa TIPOBeJcHA OlLIEHKa KOJIndJe-
CTBEHHBIX TOKa3aTeJieil Ha COOTBETCTBHE HOPMAaJbHOMY
pacripeieJIeHUo, I 3TOTO MCTOJb30Bald KPUTEPUiA
Koamoroposa—CmupnHoBa. [lo pesynbratam mpoBepKu
Ha HOPMAaJbHOCTh pacripeleieHrs MOoKa3aHo, YTo AaH-
Hble B MCCJIEIOBAHUM HEe MMEIOT HOPMAaJIbHOTO pacripe-
JIeIeHs, TI03TOMY B JaTbHEWIIIEM UCITOTb30BaIN TOJIBKO
HemapaMeTpuiyecKre MeToabl aHamu3a. OnrcaHne KO-
YECTBEHHBIX ITOKa3aTelieil BBIMOJTHEHO C YyKa3aHHeM

Tabauya 2. Knaccndmkanus BoraaHouHoro Hegpura [20]
Table 2. Classification of lupus nephritis

MenuaHbl M KBaptuieir Me [25-ii; 75-i1 mpoleHTUIn].
CpaBHeHME KOJIMYECTBEHHBIX MMOKa3aTenell B 2 3aBUCH-
MBIX TPyMIlax MPOBOAWIN C TOMOIIbIO MAapHOTO KPUTE-
pust BunkokcoHa, B 3 rpynmax u 6oiee — C MOMOIIbIO
kputepuss Opuamana. Pe3ynrbTaThl OLIEHKM KayeCTBEH-
HBIX MIPU3HAKOB BBIPAXKEHBI B AOCOJIFOTHBIX UM CJIAX C YKa-
3aHueM noseit (%). CpaBHeHHEe HOMUHAJIBHBIX JAaHHBIX
B 3aBUCHMMBIX T'PYMIIaX MPOBOIMIN TPU MOMOIIU KPUTE-
puss Mak-Humapa. CtaTUCTMYeCKU 3HAYMMBIMU CUU-
Taju pa3nuuus uiau csasu mpu p<0,05.

Pe3ynbratbl

B npencrasienHoit rpymme u3 48 mamueHToB 36 (75%)
COCTaBJISIIOT JIEeBOYKW. MenmaHa Bo3pacTa Ha MOMEHT
uccenoBanust mocrturaet 18 [16; 20] ier, MeauaHa BO3-
pacta Ha MOMEHT Aie0toTta 3a0oneBanust — 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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BomuaHouHblii Hedput amarHoctupoBaH y 18 (37,5%)
naiueHToB, U3 KoTopeix y 9 umenuch III u IV xnaccw
JIIOTTyc-He(puTa MO ITaHHBIM TIPOBEICHHOW He(dpoOrorn-
cun. Kpome toro, y 2 (11%) neteit uMenoch CTaTUCTUYECKU
3HAYMMOE TIOBBIIIEHNE YPOBHS KpeaTWHWHA TIPY TIEPBOM
Habmonenuu, y 3 (17%) neteit oTMeUyasioch CHIDKEHUE CKO-
pocTu Kiry6oukoBoi (umbTparu u 2 (11%) 3 HUX moiy-
yajii Teparuio, 3aMeniaollyo (GyHKIUIO MOoYeK, NUaId-
3oM. [Topaxenue ITHC otMevanoch y 26 (52%) GONBHBIX.
CunmpoMm aktuBaimu MakpodaroB nmencs y 7 (14,6%).
IlompoOHast xapakTepuCTMKa ITallMEHTOB Ha MOMEHT
nebroTa 3a00J1eBaHus TIPEICTaBIeHa B TaoI. 3.

Junamuka aabopamopruix nokazameneil u NPo8oOUMOIL
gonosoii mepanuu. TlpakTnuecku Bce TMaluMeHThl (n=45;
93%) moJjy4yanau repopajbHyI0 TOPMOHAJIBHYIO TEpPaITnIo
Mocjie YCTAHOBJIEHWSI JMAarHO3a CHCTEMHOUW KpacHOM
BOTYaHKY, a Takke 37 (77%) OONBHBIX — BHYTPUBEH-
HYIO MYJIbC-TEPANUIO METHIITIPEIHU30JJ0HOM B pa30BOMA
nose 15—30 mr/kr B TeueHue 3 gHeil. OMHUM U3 OCHOB-
HBIX MpernapaToB 6a3UCHON Teparmuu JJIsl JIeYeHUS AeTei
C BBICOKOI aKTUBHOCTBIO CUCTEMHOM KpacHOI BOTYaHKU
ObLT IMKI0MOoCchaMuI, KOTOPHIN UCIIOIL30BaJICS Y IeTel

B MCCJIEAyeMOI TpyIIe B BHIE IMyJIbC-TEpaniu B J103€
500—1000 mr/m? exxeMecsTuHO B TeueHne 6 mec. Ha done
Tepanuy LUKIopochaMUIOM HHM Y OIHOro pebeHKa
He OTMEYEeHO pa3BUTHE TeMOpPParndeckKoro IMCTHTA,
MeCHa B KauyeCTBe COIYTCTBYIOIIEH Teparmuy He Ha3Ha-
yajack. KpoMe Toro, B KauyecTBe CTaHIAPTHON Teparunu
MalUeHThl TTOydadu THAPOKCUXJIOPOXUH, MUKO(MEHO-
JIOBYIO KHCJIOTY, IIUKJIOCIIOPUH, 1IuKiIodochamun, aza-
TUONIPUH U MeToTpekcaT. [lpu passButum aHTHudoOChO-
JIUTMTUIHOTO CUHApPOMA Yy NeTell B MCCIeIyeMO Tpyrire
B KayeCcTBe AaHTUKOATYJISTHTHOW Teparnuu MPUMEHSIIH
MperapaThl TPSMOTO (HU3KOMOJIEKYISIDHBIN TerapuH)
u HemnpsiMoro (BapdapuH, puBapokcabaH) aHTHUKOAry-
JITHTHOTO JEMCTBUS, a TaKKe MperapaThl GUOPUHOIUTH-
yeckoro (TpoMOOBa3MM) M aHTUATPETaHTHOTO (aleTuI-
CaJIMLIMIIOBast KUCJIOTa) IeHCTBHUS.

Ha doHe cTanmapTHOI Teparmy 0TMeYaoch 4YacTHY -
HO€ CHIXEHHWE aKTUBHOCTM CHUCTEMHON KpacHOI
pomuanky mo mkaine SELENA—SLEDAI B cpemHem
Ha 12,5% OT MCXOMHOTO, YMEHBIIEHNEe TUTpa aHTUHY-
KkieapHoro ¢axkropa M ypoBHs aHtuten k JHK. Dto
MO3BOJIMJIO CHU3UTh CYTOUHYIO JI03y TIepPOpaTbHBIX

Tabauya 3. XapakTepuCTHKA NAIMEHTOB HA MOMEHT Je0I0Ta 3a00JIeBaHHS
Table 3. Characteristics of patients at the time of the disease’s onset

Kaunnyeckune nposiBieHust Aéc. uncino (%)

JlaGopaTopHbie H3MEeHEeHHsT Abc. yucio (%)

[MopaxkeHne Koxu 42 (87,5)
IlopaxxeHue CIM3UCTBIX 18 (37,5)
Anonenus 6 (12,5)
ApTput 32 (66,7)
TIneBpur 14 (29,2)
Tlepukapaur 11 (22,9)
Ac1uT 11 (22,9)
Hedpur 18 (37,5)
MuoKapaut 7(14,6)
TTopaxenue LIHC 26 (54,2)
ITopaxkeHue rina3 5(10,4)
CruteHOMeTaIus 8 (16,7)
T'emaTomeranus 14 (29,2)
JlumbaneHonatust 10 (20,8)
Bosneuenue KKT 4(8,3)

TlopaxeHue gerkux 8 (16,7)
CHHAPOM «CyXOTo Tjia3a» 4(8,3)

Cunpapowm Peitno 7 (14,6)
TTanpmapHas 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 aHTHTENA 13 (27,1)
AHTu-SSB aHTUTENa 4(8,3)

AHnTu-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 IMKOMPOTEUIaM 11(22,9)
AHTHUTEA K KapAUOJIUIIMHAM 12 (25,0)
l'[onomml?;;%z;[‘ peaxius 18 (37.5)
AHTUTENA K JISMKOLUTaM 4(8,3)
AHTHUTENA K 9pUTPOLIUTAM 3(6,3)
AHTHUTEIA K TPOMOOLIMTAM 6 (12,5)
JIumdorneHus 12 (25)
Hedpobuomncus 11 (22,9)
Kitace BomuaHouHoro HedpuTa
11 19,1
111 2(18,2)
v 7 (63,6)
\% 1(9,1)
Cuamxenune CK®D 3(17%)
IMporennypust 18 (37,5)
T'emarypust 19 (39,6)
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TJIIOKOKOPTUKOCTEpOUIoB Ha 25% ot ctaptoBoit. I1po-
TEUHYpUS CHU3WJIACh HE3HAYUTEIbHO, HO B TpYIIIe
MAaIllMEHTOB C BOJYAHOYHBIM HE(MPUTOM TPOTEUHYPUS
yBeIMuuaach Oojee yeM B 2 pasza, YKMCIO TALMEHTOB
C aKTUBHBIM HedpUTOM yMeHbIIMIOCH ¢ 37,5 mo 33,3%.
CyliecTBeHHOM TWHAMUKW TeMaTypuu, YpOBHel (pak-
muii C3 u C4 xoMIUIeMeHTa, KJIETOYHOI'O COCTaBa KPOBU
(nefikouuTOB, TpoMOOLMTOB), TemornobuHa u COD
HE OTMEYEHO, OJTHAKO MOJIS AeTell ¢ TPOMOOLIMTOTIEHUE
yMeHbIIUIach MpakTuyecku B 2 pasa ¢ 35,4 no 18,8%.
OTCyTCTBUE BBIpAXKEHHOW JUHAMMWKH TOCTYXKIIO TTOBO-
JIOM IIJIsSI Ha3HAYeHUST PUTYKCrMaba GOJIBIIMHCTBY Talll-
eHToB. Putykcumab HasHayanu Ha (oHe MPOBOAMMOI
Tepanuy TI0 paHee oOnucaHHOW cxeme. HaGmoaeHue
rocjie WHULIMAIUKA Teparmuyd PUTYKCUMAOOM COCTaBUJIO
ot 6 mec 1o 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 o0CcaeIOBaHMs TOCTUTaIa
16,0 [14,0; 17,0]. Ananu3 3¢HeKTUBHOCTU PUTYKCHMaba
MoKasajl, 4To Ha (oHe ero TPUMEHEHUs] JTOCTUTHYTO
BBIpAXXEHHOE CHIKEHWE MHIEKCAa aKTUBHOCTH CUCTEM-
Hoii kpacHoi BoruaHnkn SELENA—SLEDALI yxe B niep-
BbIiA TOIl TEPANUU, C MOCAENYIOIINM MPOIOJKEHUEM CHU-
SKEHMST MHAEeKca aKTUBHOCTU. OTMeUeHBI CyIlIeCTBEHHOE
CHUXKEHME YPOBHSI aHTUTeNl K npycniupaibHoit JIHK,
HOpMasu3alysi ypoBHs1 remorioouHa, COD, Komruie-
MeHTa C4. YMeHbIIUIACH OIS MallUeHTOB C IIUTOMEHU -
SIMU; UX TIOJJTHOE OTCYTCTBUE JAOCTUTHYTO Yy MAIlEHTOB,
MOJIyYalolInX Tepanuio B TedeHue 3 ser. Yuciao mamm-
€HTOB C aKTUBHBIM BOJYAHOUYHBIM HEMPUTOM yMEHbBb-
MUJIoCh ¢ 16 Ha MOMEHT WHMIIMALIMM PUTYKCHMaba
mo 1 gepe3 3 roma tepanmu. OTMedeHa CyIIeCTBeHHas
MTWHAMUKa TTPOTEMHYPHUH U TeMaTypHH, 32 UCKITIOUeHUEM
TakoBO# y | mMalMeHTa, He WMEBIIEro CYIIEeCTBEHHOM
JTWHAMUKW TPpOTeHNypru. Y1ciio mareHToB ¢ aHTudoc-
(oMUMUIHBIM CUHAPOMOM YMEHBIIMIOCH ¢ 6 mo 0 yxXe
I0CJIe TIEPBOTO BBeIeHUsT puTyKcnuMaba. B ¢Bs3u ¢ kim-
HUYECKW 3HAYMMBIM CHWXKEHUEM aKTMBHOCTHU 3a0o0Jie-
BaHUS Ha (hOHE Teparuv PUTYKCUMAOOM ymajioch CHU-
3UTh CYTOUHYIO 03y TJIIOKOKOPTHKOCTepouaoB 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 TMaIMEeHTOB, TOJyYaBIIUX TEparuio B TeueHHWe 3 JieT.
JlaHHBIEe TI0O TUHAMUKE aKTUBHOCTH CUCTEMHOI KpacHOM
BOJTYAHKM 10 Havyaia v Ha (DOHe Teparuy pUTYKCMMaboM
MpeacTaBAeHbI B Ta0. 4.

Hexcenramenvnole s6aenus u npogurakmuxka uxgpex-
yuil. 3a BpeMs Tepariuiu JieTaJdbHbI MCX0/ 3apUKCUpo-
BaH y 3 MalMeHTOB OT MPOSBIECHUI BHICOKOAKTUBHOTO
TEYEeHUsS] CUCTEeMHOI KpacHOW BOJYAaHKU, HEKOHTPO-
JINPYEMOTO CUHAPOMA aKTMBAIIMM MaKpodaros, acco-
IIMMPOBAHHOTO C WHGMpEKUMUIMU. Y OJHOTO pebeHKa
pa3BuUJICS TeHepaJdu30BaHHBIM KaHAWAO03 4epe3 6 Mec
OT BBEIEHMSI pUTyKCHMaba, y BTOpPOTO pebeHKa —
WHBA3UBHBINN  TUCCEMUHUPOBAHHBIA  acTmeprusies
yepe3 | Hel OT epBOTO BBEAEHUS pUTYKCHMMaba, y Tpe-

OPUINHAJIbBHbBIE CTATbU

TheTo pebeHKa — MHPEKIIMOHHEBIN TIpoliecc, 3aITyIlIeH-
HbIil BUpycom SARS-Cov2.

Cpenu HexenaTeJlbHBIX SIBIEHUN 3a(UKCUPOBAHbI
ClIeAYIOIINE CEPbe3HbIE OCJIOXHEHUS: TOCiie TIePBOTO
Kypca puTykcumaba y OJHOro MaiueHTa ObL1 ITUarHo-
CTUPOBAH MEHUHTUT, BbI3BAHHbLIN Lysteria monocytogenis
(manbHeiee JieyeHue pUTYKCMMaboOM y TaHHOTO Talu-
eHTa TIPOIOJIKUIIOCH Yepe3 8§ MecC TOCje BbI3IOPOBIICHUS
OT MEHUHTUTA, ObLIO TPOBEACHO ellle 2 Kypca PUTYK-
cuMmaba 0e3 KIMHUYECKM 3HAYMMbIX WHQEKIIMOHHBIX
ocnoxHeHuit). Kpome Ttoro, 3acuMKCuUpoBaHBI 3MU30.
orosichbIBaoIero repreca (n=1), HOBOl KOpOHaBUPYC-
HOI MHGEKIIMU MeXy 2-M U 3-M KypcaMmu, He TpeOOBaB-
1K€ JiedeHus B cTalioHape (n=2); MHEeBMOHUS (n=2),
cpenHuit otut (n=1), 6poHXUT (n=1), OCTEOMUEIUT HAJI-
koneHHuka (n=1), herpes labialis (n=2), KOHBIOHKTUBUT
(n=1), xansi3uoHbI BeK (n=2), a TakKXXe€ OCTPOE PECIU-
paTopHOe 3a0ojieBaHUEe, ITOTpeOOBaBIlIee ITPUMEHEHUS
aHTUOaKTepuaabHOU Tepanuu (n=2).

W3 HenH(DEKIIMOHHBIX OCJOXKHEHUH Y OTHOTO MallieHTa
nocie 3-ro BBeIEGHUSI pUTYKCMMaba OTMEYEH TPaH3UTOpP-
HbII arpaHyJI0lMTO3, MOTPEOOBABILINI TPUMEHEHHST KOJIO-
HUECTUMYJIMpPYIOIIETo (haKTopa W He COMPOBOXIABIIMIACS
MHOEKIMOHHBIMU OCJIOXKHEHUSIMU. Tepanusi BHyTpUBEH-
HBIM UMMYHOTJIOOYJIMHOM TIPUMEHSIIach Bcero y 15 maru-
eHtoB. M3 Hux 11 momyunnu Tepanuio BHYTPUBEHHBIM
nuMmyHornooyamHoM B no3e 0,4—0,5 r/Kr ¢ npoduiakTu-
YEeCKOM 1IeJIbI0 B pa3Hble CPOKM Ha (DOHE rurorammarsio-
oynmuHemuu 1ipu ypoBHe IgG <4,5 1/ 6e3 MH(PEKIIMOHHBIX
ocnoxHeHui. [TpumeHsach Takxke 3aMecTUTeIbHAs Tepa-
Musl BHYTPUBEHHBIM WMMYHOIJIOOYJIMHOM Y TallUeHTOB
B CTPYKType TeparMu CHUHIpOMa aKTWBalMU Makpocda-
TOoB M MH(EKIIMOHHBIX OcloXHeHUt. CrienyeT OTMETUTb,
YTO MH(DEKIIMOHHBIE OCJIOXHEHUS vallle (PUKCUPOBAIICH
B TEUEHME TIEPBOTO TOla TePAru, He 3aBUCEIN OT CTETIeH!
TUIIoraMMarjao0yJIMHeMun | aeruiennu  B-nmMboimTos.
T'ummorammaroOyIMHeMIsT He KOppelInpoBajia C YKMCIIOM
B-nmumMdormToB M yacToToit MHGEKIIMOHHBIX OCIIOXHE-
Huil. [lo Mepe mporpeccupoBaHus AETIEUA U TUIIOTaM-
MarJioOyIMHEMUM 4YacToTa WHQEKIIMOHHBIX OCIOXHEe-
HUI, OCOOEHHO TSDKENbIX (TPeOYIOIINX TOCITUTAIN3AIN)
He yBenmuuBaiach. s mpoduiakTMKY MHEBMOLIMCTHOM
MMHEBMOHUU U PECTIMPATOPHBIX MH(MEKIINI MpUMEeHsIach
NpoUIaKTUKa KO-TPUMOKCA30JIOM WU a3UTPOMULIMHOM.
JaHHble TI0 MH(MEKIMOHHOW 0e30MacHOCTH U CTereHU
YIpaBJIsSieMO UMMYHOCYTIPECCHHU TIPEACTaBIeHBI B Ta0J. 5.

OOcyxaeHue

HecMoTpss Ha MHOTONETHMIA ONBIT TPUMEHEHUS
B Tepanuy CUCTEMHOW KpacHOH BOJYaHKHU, PUTYKCUMAO
TaK 1 He MOJIy4rT O(PUITMATBHOTO OJI00pEHMST HU BO B3pOC-
JIOW, HU B TEAMATPUYECKOI MpaKTUKaX B CBSA3U C OTCYT-
CTBUEM KIIMHWYECKUX MCIBITAHUIA TTO OLeHKe 3(PGheKTUB-
HocTu ypoBHs A 1 B cortacHo Okchopackoit 1mKaie Cribl
uccnenoBaHuii [15]. MHOrouMciaeHHbIE CEpUM PETPOCTICK-
TUBHBIX MCCIIEIOBAHUMN, KITMHUYECKUE TPUMEPHI TTOKA3aT1
9((PeKTUBHOCTh pUTYKCMMa0a y TIAalIMEHTOB C CUCTEMHOM
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Tabauya 4. JuHaMMKa OCHOBHBIX NMOKA3aTeieil Y NAIMEHTOB HA MOMEHT /1e010Ta 3200/1eBaHMsl, CTAPTa Tepanuu 1 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

Yuco manreHToB 48 48 HI 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

[TareHTHI ¢ MOBBIIIIEHHBIM

Ay Y Yy mpem— €7 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 MOBBIIIIEHHBIM
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¢. uyncio (%)

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

x JTAK, en/mit (HOpMa < 25) [1: 200] [1:130] 0,0:21]  [12:65]  [0:4.68] 14
HaHI/IeHTbI C AaKTUBHBIM
e B 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
IIporensypus, 1/ 00111 [0.031,00 %90 100034 [0,0:038] [3.05:3,05] 2
[IpoTenHypwys 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
lematypus, ap. 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
€3, 1/ 0412 (o500 8 0773 e 7y %072
0.12 0,12 0.18 021 0,19
C4, t/n 0.0:021 (01502 %% ortes 03 (oo %074
[TaumeHTsl ¢ TeiKoneHue,
i 122500 10(20.8) 0629  8(22.9)  4(L1) 0 0.328
) 5.5 6.7 5.4 7.6 5.
o 9 E) £} ) ) )
Jlefiounet, -10°/n 3.9:88 (4186 8% oles s 4470 08
%i“ﬁ;‘éﬁ‘;‘ (cz;?feweﬁ’ 19 (39,6) 16 (33,3) 0,09 8(22,9) 2(10,5) 0 0,207
113 115 129 129 127
(e TOmEraT, )0, 95:131] 11321 0830 iio;1341 s 13s) 221421 %144
[NammeHTsl ¢ TPOMOOLIUTOTIE-
e e s 17(354)  9(18,8) 0,005 3(8.6) 0 0 0,079
235 240 245 269 231
. 9
Mooz, = Ui [185:307]  [118:288] 009 1203.302] [216:301] [183:265] 116
167 15 7 4 2
CO3, MM/ .0:30.5] [7.0:22.00 B 5001800 2090 2030 %0
Iaumentsl ¢ AQC, 6 (12,5) 6 (12,5) HI 0 0 0 HI

a6c¢. uncio (%)
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Okonuarnue mabauybt 4

TTalueHThI, MOTyJalolre Tepa-

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

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

[urocrarnyeckas Tepanusi, adce. yucio (%)
MuKoheHoaaTa MO(eTHI 14 (29,2) 14 (29,2)
a3aTUOIPUH 7 (14,6) 7 (14,6)
IUKJIOCIIOPUH 2 (4,2) 2(4,2)
uKIoochamu 24 (50,0) 24 (50,0)
METOTpEeKcaT 6 (12,5) 6(12,5)

OPUINHAJIbBHbBIE CTATbU

1,0 30 (85,7) 14 (73,7) 7 (87,5) 0,169
0.1 0.1 0,1
0.035 1007:021 10,0701 [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® — antunykieapusiii akrop; BH — Bomyanounsbiit Hedput; 'KC — miokokop-
tukoctepuonb; AOC — antudochonunuanbiii cunapom; PTM — putykcumab. p¥ — B CpaBHEHMH CO 3HAUYEHUSIMM MpU uHuULmauun PTM;

HIT — HE IIPUMEHUMO.

KPacHO BOJTUAHKOW pa3HOM CTENeHU aKTUBHOCTH, BKITIO-
yasi (hOpMbI C KaTacTpO(UUECKUM TEUEHHEM, YTO BMECTe
C DKCMEPTHBIM MHEHUEM TO3BOJIUJIO BHECTU PUTYKCUMAO
B aJTrOpUTMbI TEparnu CUCTEMHOW KpacHOW BOJIYaHKU
Kak JieTeit, Tak 1 B3pocibix [1, 8, 11].

B Hamem wuccienoBaHuu nokazaHa 3(pdeKTUBHOCTb
putyKcuMaba B OTHOILIEHUWM OCHOBHBIX I1apaMeTpOB
aKTUBHOCTHU, TaKUX KaK JIMHAMUKa HWMMYHOJIOTMYE-
CKMX TECTOB, MPOTEUHYPUSI, LIUTOTICHUS] Yy TIallMeHTOB,
MCXOHO HE OTBEYABIIMX HA CTAHIAPTHYIO IIUTOCTATUYE-
ckyto tepanuio. CleayeT OTMETUTh, UTO TALIMEHThI UMETN
Pa3HYIO CTENEeHb KIMHUYECKOTO U TJAOOPATOPHOIO OTBETA
Ha PpUTYKCMMaOd M BTO YACTUYHO HAIUIO OTpaxkeHue
B pa3HOHANpaBJeHHON IMHAMUKE psiia TMoKazaTesei.
IMonumMopdusmM KIMHUYECKUX TIPOSIBICHUN CUCTEMHOM
KpacHOU BOJTYAHKM CIYXXKUT OMHUM U3 (haKTOPOB, 3aTPY/I-
HSIIOIIMX CTAHAApTU3ALMI0 MALMEHTOB U TIPOBOIMMON
Tepanuu, YTO CYILIECTBEHHO YCJIOXHSIET MpOBeIeHUE
PaHIOMU3UPOBAHHBIX KIMHWYECKUX UcnbiTaHuil [17].
ITpoBeaeHbl pa3inyuHble UCCAENOBAHUS C LIEJIbIO OLIEHKU
93¢ GEeKTUBHOCTH PUTYKCMMaba TpU CUCTEMHON Kpac-
HOI1 BOJJUaHKE y B3pOC/bIX U neTeil. PaznuuHble uccie-
IIOBaHUSI U3 Pa3HBIX CTpaH MUpa MPOAEMOHCTPUPOBAIHN
MOJIOXUTENbHBIN 3((EKT pUTyKcuMaba Ipyu CUCTEMHOM
KpacHOU BOJTYaHKe KaK y B3pPOCJIbIX, TaK U y netei [1, 3,
4,7,14, 22, 23]. OtaenbHO cieayeT OTMETUTh, YTO MoKa-
3aHa 3(pHeKTUBHOCTb PUTYKCHMMAa0A ISl JIEUEHUS BOJTYA-
HOYHOTO HedpuTa y B3pOCHbIX U netei [3, 4, 14, 22, 24].
B Hamem uccrnenoBaHuM Mbl TaKKe OTMeYand MOJIOXKM-
TEJbHYIO IMHAMUKY B BUJE YMEHBIIEHUS TOJU TTallieH-
TOB C BOJYaHOYHBIM HEe(PUTOM, YMEHBILIEHUSI CTEIIEHU
MPOTEeUHYPUHM, TeMaTypun. B Haieit cepun HaOoeHUT
y BBDKMBIIMX TMallMEHTOB (7=45) oTMevayach MOJOXU-
TeJbHAsl IMHAMUKA B BUIE YBEJIWYEHMSI CKOPOCTU KITy-
OOUYKOBOI (UIBTpALIMM, YMEHBIIEHUS KOHIIEHTpAIIUU
KpeaTMHWHA, MOUYeBMHbBI, MOYEBOI KUCJIOThI, O/THA Mall-
€HTKa OblJ1a CHSITA C IMAJIN3a B CBSI3U C BOCCTAHOBJIEHUEM
¢ynkumu nouek. [lpu mpoBeneHUM HEKOTOPBIX PaHIO-

MU3UPOBAHHBIX UCCEAOBAHUI 1O OlIeHKe 3(PPeKTUBHO-
CTU TIPUMEHEHUSI pUTYKCUMaba Tpy CUCTEeMHOI KpacHOM
BOJIYAHKE HE ObUT IOCTUTHYT 3HAYMMBIN 3(PdeKT B Teue-
HuM 3a00JeBaHUsI, BBUIY YEro pUTYKCMMaO Tpemsara-
eTCsl MCTIOJIb30BaTh HE KaK CPEICTBO MHAYKIIMU PEMUC-
CUM, a KaK BCIlOMoOrartejibHasli Teparnusi pyu CUCTEeMHOM
KpacHOU BOJIUaHKE B KauyecTBE JOIOJHUTEIbHON Tepa-
MUY TIPA aKTUBHOM TeueHUM 3aboyieBanus [12, 18].

OTeuecTBeHHBIX TyOnMKauuMii 1Mo 3¢h(eKTUBHOCTH
puUTyKCHMaba y JieTeil ¢ CMCTEeMHOI KpacHOM BOJTYAHKOM
HeMHOro. B peTpocreKTMBHOM WCC/IeIOBAHUU, BBITION-
HeHHOM B 2016 T., TTOKa3aHbI TTOJIOKUTETBHBIE PE3YTbTATHI
MPUMEHEHUsT pUTyKcrMaba y 12 u 16 TanumeHToB ¢ 10Be-
HWIBHOI CUCTEMHOM KpaCHOI BOJTYAHKOI COOTBETCTBEHHO
[7, 25]. B Hamem wuccinenoBaHWM TPENCTABIEH OITBIT
JneyeHus 48 nereii, KOTOPbIM PUTYKCHMaO ObLT Ha3Ha-
YeH B CJIyJasiX CUCTEMHOI KpacHOI BOJYAHKM C BBICOKOI
aKTUBHOCTBIO, TEMATOJIOTMYECKMM HapylieHUusIMU, ped-
paKTepHBIMU K CTAaHAAPTHOM Teparuu, a TakxKe TTPY HEBO3-
MOXHOCTU CHUXEHUSI 103 TJIIOKOKOPTUKOCTEPOWIOB
W HAJIMYMU Y JAHHBIX MAalIMEHTOB MPU3HAKOB KOPTUKOCTE-
pouIHOI TOKCMYHOCTU. Hambosiee yacto B MMpOBOIA JTUTe-
patype OCHOBHBIMM TIOKa3aHUSIMM K Ha3HAYEHUIO PUTYK-
cumaba Takxke ObTM Hea((hEKTUBHOCTh TOPMOHAIBHOM
U IUTOCTaTUYECKON Teparuu B TSDKEJIbIX CIIydasiX CUCTEM-
HOI1 KpacHOI BosuaHku |5, 8, 12, 15, 17].

B Hamem wuccienoBaHUM aKTUBHOCTb CHUCTEMHOM
KpacHOI BOJYaHKU OLIEHUBaJach MPU MOMOIIM MHAEKCa
SELENA—SLEDAI, «koTophlii  CyllIeCTBEHHO CHU-
3ujIcsl Ha (poHE Tepanmuy pUTyKCMMaOOM, UTO COBIIafaeT
C pe3yJbTaTaMM JPYTHX UCCIeIOBaHUI B TieauaTpui [3, 4,
16]. B HEeCKOIBKUX UCCIENOBAaHUSX TTOKA3aHbI TTO3UTUB-
Hasl IMHAMMKa TeMaToJIOTMYeCKUX TokKasareseil Ha (hoHe
MPUMEHEHUsI PpUTYKCMMaba, HopMaau3alus YpOBHSI
KOMILJIEMEHTa W CTaTUCTUYECKM 3HAYMMOE YyMEHbIIe-
Hue tutpa anturen K JIHK, uto cornacyercs ¢ pesynbra-
Tamu npyrux nyonukanuii [4, 10, 17, 23, 24]. Henneuus
B-n11mdonnToB Kak KI1t0UeBO MOMEHT JIJIsI YCTIEITHOCTH
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Kanawnurkosa 5. M. u coagm. ONBIT IIPUMEHEHHMSI PUTYKCHMa0a y TALMEHTOB C IOBEHIILHOM CUCTEMHOI KPACHOIA BOJTYAHKON: TIPEIBAPUTEIbHBIE. .

Tabauya 5. Yactora npuMeHeHHs CPeACTB NPOGUIAKTHKH, Pa3BUTHS MH(EKIMOHHBIX 0CJI0KHEHMIi, ypoBenb B-mMdonuron
¥ TaMMAa-1JI00Y/IMHOB Y IeTeil, MOJIyYaBIINX TEePanuI0 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 ronxa or PTM  Yepe3 3 rona or PTM

ITapamerp Crapt PTM (n=48) (n=35) (n=19) (n=8)
[TaumenTsl, moayyaBlIne CpeacTBa - - .
npodWIakKTUKK, abc. yncio (%) D) LI (12 L) (@)
Ko-tpumoxkcasour, adc. uucio (%) 9 (18,8) 6 (17,1)* 2 (10,5)* 1(12,5)*
AsutpoMuIiH, abe. yucio (%) 0 1(2,9)* 1(5,3)* 0*
BBMUT, a6c. uncio (%) 13 (27,1) 15 (42,9)* 9 (47,4)* 6 (75,0)*
HNHbekmoHHbIe OCIOXHEHMS, o
s, e () HIT 11 (31,4) 3(15,8) 2 (25)*
Yucno marMeHToB ¢ rUmoraMma- % « %
rao0yMHeMuit, 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]*
Yucno maneHToB ¢ Aenienuei " -
BLrtiiMAoIHTOR, 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 MIMMYHOTTIOOYJINH; * — p i Bcex mapaMeTpoB >0,05; HIT — HEMMPUMEHUMO.

Teparuu CHUCTEeMHON KpacHOM BOJYaHKM JIOCTUTanach
Mocjie MHUIIAUWUKM Teparuy pUTyKCUMaOOM, aHAJIOTMYHO
pesyiabTataM Hamiero wuccienoanus [23, 24]. 3Hauu-
TEJbHOE YMEHbBIIIEHWE 03bl TJIIOKOKOPTUKOCTEPOUIOB
Ha ¢oHEe Tepanuu PUTYKCMMaOOM B pe3yJibTaTe CHUXKe-
HUSI aKTUMBHOCTU 3a00JIeBaHUsI TPOJAEMOHCTPUPOBAHbI
Kak B HallleM MCCJIeOBAaHUM, TaK U B MCCIICIOBAHUSIX,
BBITIOJTHEHHBIX Ipyrumu aBropamu [1, 3, 23, 24]. Hawu-
0oJiee YaCcTBIM HexkenaTeJIbHBIM 3 (GEKTOM pUTyKCuMabda
SIBJISIIOTCSl  pa3fIMyHble MHMY3MOHHBIE peakiud B BUJE
JINXOPAJKU, HEIOMOTaHUs1, ToioBHOM 6osn [7]. W3 npyrux
HeuH(EKIMOHHBIX OCJIOKHEHUIT OTMEYaroTCsl TeMaToJI0-
TMYecKMe peakiluyd B BUAE Pa3IUYHbIX LUTOMEHUM [24].
Cpeny MHQEKIIMOHHBIX OCOXHEHUI BCTpeUyaroTcs K-
HUYECKM 3HAUYMMbIe Cllydyau, TaKhe KaK CeNTULEMUS;
9H/IOKAPIUT, BBI3BAHHBINM 30JI0TUCTBIM CTa(hUIOKOKKOM,
U HeTsKeJible MH(EKIMOHHBIE OCTIOXKHEHUS B BUIE JTaOu-
aJIbHOTO Teprieca, OIOosIChIBAIOIIETO Teprieca, KaHaumao3a,
BeTpsiHOM ocmbl [4, 23, 24]. WmMeloTcs wucciemoBaHUs,
B KOTOpbIX MH(EKIIMOHHbIE OCJIOXHEHMS Y TIallMEHTOB,
MOJIyYaBIIMX Teparui PUTYKCUMaOOM, He ObUIM OTMe-
YeHbI, HECMOTPSI Ha UMEIOLIYIOCS TEHIEHIIMIO K TUIIoTaM-
marjooymHemun |3, 17].

Hame uccrnenoBaHue Mmeno LENblii psii orpaHuye-
HUIi, CBSI3aHHBIX C €r0 PEeTPOCIIEKTUBHBIM XapaKTEPOM,
HaJIMYMEM YTEePSIHHBIX JIaHHbBIX, OTCYTCTBHEM EIMHOIO
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KontpoJb ynepxanus Moun M (pyHKIMM MOYEHCITYCKAHUS Y /IeTell OKOHYATEIbHO YCTAHAB/IUBAeTcsl K 4—5 ronamM, MMEHHO B 3TOM
BO3pacTe THI MOYEHCITYCKAHMS CTAHOBHTCS B3POCIBIM. DTANbI CTAHOBJIEHUS (QYHKIMI MOYEHCITYCKAHIS OCHOBAHBI HA MHOTHX (hak-
TOpaxX: CHIZKEHNH (PU3MOIOTHIECKOI THNepYyBCTBUTEILHOCTH M -X0JMHOPEENnTOPOB MOYEBOT0 My3bIPs K AUETHIIXOJIMHY, YCHIEHHH
TOPMO3SIIIMX CYNPACHMHAJIBHBIX BIMSHUIA HA TAPACHMITHYECKYIO PedIeKTOPHYIO IYTy, KOTOpasi 00ecrneYnBaeT ypoBeHb BHYTPHILY-
3bIPHOTO JABJIEHHS, HA MpoLecce MUEIUHU3AIMA NPOBOAALIMX NMyTeil MO3ra, HA CO3PEBAHUM BHICHIET0 KOPKOBOTO LEHTPA MOYEHC-
MYCKAHUSA M YKpPeIIeHUH CBsA3€el ¢ MOAKOPKOBbIMHU CTPYKTYpamMu. Ta0InyHas oneHKa NPOsIBJIEHHI 3a1eP:KKH M HapyIeHus (PyHKIMH
MOY€BOro My3bIps y AeTeii N03BOJIAET ONpeAeuTb YPOBeHb 3peI0CTH CUCTeMbl, OTBevaoleii 3a (Gpynkuuio Mmoyeucnyckanusi. Pas-
BUTHIO KOHTPOJIA 32 (hyHKIMEH MOYEHCITYCKAHNUS OYeHb MellaeT HOUeHHe NMOJry3HUKOB, HeMpuyYeHue K ropuKy W HenpaBHIbHbII
NMUTHEBOI PEKNM Y JieTeil. ABTOPbI CTAThH ONpeIeTUIN TP BO3PACTHbIE IPYNNbI J€Tel ¢ IHYPE30OM M 3aJ€PKKOW CTAHOBJIECHUS
(yHKkuMM MoY€eBOro my3bIpsi U ONPEAETWIN, B KAKOM BO3pacTe KaKue HapyleHus Haubosee akryaibHbl. OneHKa 3peiocTH Moye-
HCIYCKAHUSA Y IeTell ¢ SHYPe30M NMO3BOJIsIeT aHAIM3UPOBATH TANBI 3a/1ePXKKH (DYHKIMH MOY€eBOro my3bipsi. B Muammeii Bo3pacTHoii
rpynmne (6—7 Jet) npeodiangana 3aaepxka (popMUpoBaHUs HABBIKOB CAMOOOC/TY2KHBAHHUS B BONPOCE OCYIECTBICHHST AKTA MOYEHC-
MYCKaHWs, B TOM YKCJIe IPUMeHeHne reH1epHo-Heo0ocHoBaHHO# n03bl. B Bo3pacte 8—11 jeT orMeuaoch npeodiiaganue 3aepKKu
(hopmupoBanus pediekcoB onopokHenus. B 12—14 jer nposiBiasimch NPU3HAKA TMIOAKTHUBHOCTH MOYEBOTO My3bIps.

Karouesvie caoea: demu, sHypes, He3peawlii MUN MOYEUCNYCKAHUS, NOO2Y3HUKU.

Ans untuposanums: HukutuH C.C., l'yceBa H.b., KpanuskuH A.U., KonoasikHasi A.B., XnebytuHa H.C. 3anepxka cTaHOBIeHUS] YHKLNN 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-
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111 yaepxxaHust Mouu. B ¢a3y omopoxxHeHust mist ooe-
CTIeYeHUsT 3BaKyallud MOYM JETPYy30p COKpallaeTcst
" pacciabisieTcss cUHKTED.

PerynsropHass cuctema, KoTopas oOecrieuuBaeT

®I/I3HOHOFI/I‘{CCKI/I aKT MOYCUCITYCKaHUA COCTOUT
13 IBYX (ba3 — HaKOIUICHHUA MW 3BaKyalluM MOYMU.
HDI/I B3aUMOJEHCTBUN JETPY30P MOYECBOTO ITY3bIPA N €TI0
C(bI/IHKTCpBI HaxogdaATCd B pa3HOHAIIpaBJICHHOM JIBU-

xeHuu. B dady HakormseHus: aeTpy3op pacciabsiercs,
a ero cUHKTepbl (BHYTPEHHUI — TJIAAKOMBIIIEYHbIN
W HapY>XHBI — TONEPEYHOIT00CaThIi) COKpaIllalTCs

MpolecC HAKOTUTEHUST Y 9BaKyallul MOYM, UMEET CIOXK-
Hoe cTpoeHue. OHa BKIIOYAeT CIUHHON MO3T, Cy06-
KOPTUKAJIbHBIE M KOPKOBBIE ILIEHTPHI, KOMILIEKC OHO-

POCCUVICKVI BECTHUK MEPUHATOJIOMMN U MEANATPUM, 2023; 68:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)

85




OPUIrNHAJIbHBIE C

b

JIOTUYECKN AaKTUBHBIX BEIIECTB W ITOJOBbIE TOPMOHBI.
CTaHOBJIEHHE aKTa MOYEHCIYCKaHUs 3pesioro ThMa —
IJINTETbHBI W TIOCTEIIeHHBIN mpouecc. OH Hamboee
OYEBUIEH B HOPMATMBHBIX 3HAYEHMSIX YACTOTHI MOYE-
WUCTyCKaHUM B CYTKU: TIpU cpoke rectauuu 32—33 Hen
U0/ BHYTPpUYTpOOHO MounTcst 70 pa3 B 1eHb, JTOHOIIEH-
HBIII HOBOPOXAEHHBIN pebeHok — 20—25 pa3 B 1eHb,
K TOIy yacToTa cHIkaetcst 1o 10 pa3 B CyTKH, a K 4 romam
YacToTa MOYEHMCIYCKAHUI COOTBETCTBYET B3POCIOMY
KpuTepruio — 5—8 pa3. DNu3oaudyeckrue MOYEUCITyC-
KaHWS B TOPIIOK TOSIBISIOTCS K TOMY KM3HU pebeHKa
U TIOCTETIEHHO, K 4—5 rogam, Bce BapMaHTbI HemepsKa-
HUST MOYM MCYE3al0T. DTH TIPOIECCHI CBSA3aHBI C T103-
TaITHBIM CO3PEBAaHUEM PELIETITOPOB, HEPBHBIX IIEHTPOB
M TIPOBOMSIIMX TyTell MO3ra, OTBEYAIONIWX 3a MOdYe-
ucnyckanue. ITocTenmeHHO CHUKAeTCsl YYBCTBUTEIb-
HOCTb M-XOJMHOPELIENITOPOB MOYEBOTO TY3bIPsST K alle-
TUJIXOJIUHY U YBEJTUIUBAETCS €eMKOCTb MOYEBOTO TTy3bIpS.
BOTOT mpoliecc HauboJiee 3aMeTeH 10 1,5-JIeTHero BO3-
pacta. Ero HOMOMHSIOT MUETMHU3UPYIOIIUECS TPOBO-
ISIIMe TyTH Mo3ra, o0ecreYnBarolre CympaciuHaIb-
HOe TOPMOXEHME IapacuMIaTUYeCKON CIUHAIbHOM
pedIIeKTOpHOI Iyru, U KyMUpPyeTcss HEKOHTPOJIUPYeMOoe
HelnepkaHue MOYM — MBI €ro HaOJogaeM HaubOoJiee
aKTHUBHO /10 2 JieT, nHoraa — A0 3 jieT. OKoHYaTeIbHOe
(opMHMpoOBaHUE BHICIINX HEPBHBIX LIEHTPOB KOPHI, OTBE-
YalolMX 3a MOYEHMCITyCKaHWe, 3aBeplIaeT Mpolecc cTa-
HOBJIEHWSI KOHTPOJIST Hal (PYHKLMEN ymepXKaHus MOYU
U aKTOM MOYEUCITYCKaHUS K 4—5 ToIaM XKU3HU pebeHKa.
BaxkxHo He MemmaTh yKazaHHOMY Tiporeccy. muTenbHoe
HOIIIEHWEe TOATY3HUKOB, HEMpUydeHHe K TOPIIKY, Oec-
KOHTPOJIbHBIN MHUTHEBOM PEXWM, a WHOTIA €ro OTCYT-
CTBHE MCKYCCTBEHHO 00ECMeuMBarOT 3alepKKy CTaHOB-
JIEHUST HOpMaJIbHOTOo ModencrnyckaHus. K coxaneHuro,
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C TAKUMM HApYIICHUSIMU JETCKUE YPOJOTU U HEBPOJIOTU
BCTpeyaloTcsl ceiiyac oveHb 4vacTo. [lepeunciieHHbIe
bakTOpBhl — BaxkKHbIE 3BE€HbSI B IMATOTeHEe3¢ HEMOHOCHUM-
MTOMHOTO 3HYype3a. B cBsI3u ¢ aTUM 11 Ha3HAYeHWUsI
MpOrpaMMBbl JICUSHUSI IETSIM C HapyIIEeHUsIMUA aKTa MOYe-
UCITyCKaHUS BAXKHO OTIPENEIUTh 3PEOCTh TUIIA MOYEHC-
MyCKaHUSI 10 M3BECTHBIM KpuTepusim [1, 2].

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

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHUS

AHaIM3UPOBAHBl Pe3yAbTaThl OLEHKHU 3PEIOCTU
akTa Mmoueucityckanusg y 90 nereit ¢ anypeszoM. Ilamm-
€HTBI pa3esieHbl Ha BO3pacTHBIe Irpymmbl mo 30 yeso-
Bek (1-g rpynma — 6—7 net; 2-a rpynmna — 8—11 et
u 3—s rpynna — 12—14 yer). B 1-it rpynme 16 Manb-
yukoB, 14 neBouek; BO 2-i rpymnre 22 MajbyuKa,
8 neBouek; B 3-# rpymme — 16 MaibuuKkoB, 14 1eBoUeK.
IMonyyeHo WHGOPMUPOBAHHOE COTJACHE POIMTENeH
Ha yyacTue jaeTeit B ucciaenoBanuu. [1pu atom nepco-
HaJIbHbIe JaHHBIE HEe UCTTOJIb30BAINCh (TOJHKO BO3paCT
B TOJIax | T0JT).

JInsg aHamM3a CHMIITOMOB WCITOJTb30BaHa TabJuIa
OLIEHKH 3peJIoro Tula Mouyeucrnyckanus (tadma. 1). Jan-
Hasg TabiuIla TpeACTaBiIsIeT co00il HambOoJiee ITOJTHBIN
KBUIMMETPUYECKUIT 111a0JIOH, TIO3BOJISIIOIIMN  OTHO-
BPEMEHHO OIIEHUTh COCTOSIHUE pedIIeKCOB MOYEBOTO
My3bIpst U CTEMEeHb BBIPAXKEHHOCTU PACCTPOICTB MoYe-
ucrnyckanusi. Kpurepuu uckitoueHus: U3 UCCIeayeMou
TPYNIbl — TMaTOJOTUSI CMTMHHOTO MO3Ta, SIBHO TIpoOCie-
JKUBAIOIIasicsl HACAEACTBEHHOCTh B OTHOIICHUU DHype3a
B CeMbe, THEBHbIE HapyIICHUSI MOYEUCITYCKAHUS (TaKue
Kak MMIIEpaTMBHOE, CTPECCOBOE HeaepxkaHWe W 1p.,
He YKJIaJbIBaIOIINeCs B TIPeICTaBIeHNE O 3aepXKKe CTa-
HOBIIEHUST aKTa MOUEHUCITYCKAHUS).

Cratuctuueckasi o0pabOTKa TIOJYYEHHBIX JaHHBIX
BBITIOJIHEHA C MCHOJb30BaHMEM IporpamMM Microsoft
Statistica. O0OpaboTKa BKJIIOYaeT CO3daHME aBTOMAaTH-
3UPOBAHHOTO apXWBa W CcTaTUCTUYecKWit aHamu3. I1po-
BeJeH aHaIW3 pacrpele/ieHUs] MPU3HAKOB U UX YHMCIIO-
BBIX XapaKTepUCTUK (CpeaHUe 3HAYeHUsI, CTaHIapTHOE
OTKJIOHEHUE). JIOCTOBEPHOCTh pPa3M4Mii OlLIEHWBAETCS
o kputepuio ¢ CThIOIEHTA JJI1 He3aBUCUMBIX U CBSI3aH-
HBIX BBIOOPOK Mpu 3HaUeHUsIX BepossTHocTH p<0,05. Pas-
JINYUS TPYMI pacleHUBAIOTCA KaK CTAaTMCTHYECKW 3Ha-
yumble ripu p<0,05.

Pe3ynbTathl M 06CcyxaeHue

IIpu olieHKe BBIPAKEHHOCTHM CUMIITOMOB, IO CYTH.
BBITIOJIHSIETCS aHAJIU3 CTAOMILHOCTU (ha3bl HAKOIUIEHUS,
I7Ie OCHOBHAsl POJIb MPUHAJIEKUT AETPY30PY MOUYEBOIO
My3bIpsi, KOTOPBIII 00eCcIeunBaeT ageKBaTHYIO Pe3epBY-
apnyo ¢yHkIuo. Ee obecrieueHne 3aBUCUT OT 3JIaCTUY-
HOCTH MOYEBOTO TYy3bIpsI M Ojlaromapsi cucTeMe Kjlac-
CHYECKUX pedJIEeKCOB, CTAOWIM3UPYIOIINX JIETPY30p,
MO3BOJISIET MOAIEPKUBATH HU3KOE BHYTPUITY3BIPHOE J1aB-
JIeHue — Ha ypoBHe 5—12 cM BoJ. CT.

POCCUVICKVI BECTHUK MEPUHATOJIOMN U MEANATPUM, 2023; 68:(1)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(1)



Tabauya 1. KBanumeTpusi 3peJIOCTH AKTa MOYEHCIYCKAHUA y AeTei
Table 1. Qualimetry of the maturity of the act of urination in children

Huxumun C.C. u coagm. 3anepxxa CTaHOBJIEHUsI (YHKLIMU MOYEHUCTTYCKAHHMS Y IeTeit

Bsutas CTpys € YYBCTBOM HEIIOJHOTO OIMOPOKHEHU A

Ne IIpusnak CocrosiHue Bamn
Jlo 1 roma 0
Bospact dhopmupoBaHMs HaBbIKa YIIPABISIEMOTO
1 NS QO ynp Jlo 3 nier 1
MOYEHCITyCKaHUs
Crapre 3 et 2
5—8 pa3 B cyTku 0
Yucio MoyencIycKaHuii BO BpeMsi 00ApCTBOBaHUS
2 y P AP Bosbiire 8 1
B TEUEHUE THS
Menbiie 5 2
Cpennuit 3¢pheKTUBHBI 00BEM MOYEBOIO Iy3bIpsi CootseTcTByeT BO3pACTHOI HOpMe 0
3 30 % n (aucio ner) + 30 (M) = MOPLWsT OAHOTO MeHbli1e HOPMBI 1
MOYCHUCTY CKAaHUA BOJ'HJU.IC HOPMBI 2
YcToiunBbIi 0
4  [lo3bIB HA MOYECHUCITYyCKaHUE IMosiBnsiercst uHOTHA 1
OtcyTCcTBYET 2
YMeHMe caMOCTOSITEIbHO MOATOTOBUTBCS U OCYILE- YeToiiumBbIil HaBbIK 0
5 CTBUTbH MOYEHCITyCKaHUe (TIOMCK YCIOBUI, yeTUHE- IIposiBnsieTcst nHOTIA 1
HUE, 0OCBOOOXIEHUE OT ONIEK/Ibl) He passuto )
YceroiunBbIi HAaBBIK 0
YMeHue 3anepKuBaTh MOYEUCITYCKaHME Ha TIEPUO,
6 ancp . 4 DHOR ITposiBisieTcst HOrIA 1
HEIMOCPEICTBEHHOM MOATOTOBKM K MOUYEHCITYCKAHUIO
He pa3Buto 2
YMeH1e 3a1epKUBaTh MOYEHCITYCKAHNE Ha ITUTEIb- YeToliuuBbIf HABBIK 0
7  Hoe Bpemsi (10 10—20 MUH) B OTCYTCTBUE ITposiBisiercst uHOTIA 1
MOIXOISAIINX YCIOBUIMA TSI MOYCHCITYCKAHUS He passito 2
I1o mo3sIBY 0
IToGy>xnaroniuii CTUMYJI OCYIIECTBICHUS MOYEHUC-
8 PRI yrocyit [To HamoMuHaHWUIO 1
MyCKaHUs
«OTJIOKEHHOE» MOUEHUCITYCKAHUE 2
YcToitunBbIi HAaBBIK 0
[No3utus mpyu MOYEHCITYCKAaHUH IO TEHAEPHOM
9 o P y 292 y IIposiBnsieTcst uHOTIA 1
TUITY
He pa3Buro 2
YcToiunBbIi HaBbIK 0
10  YmeHue npepbiBaTh MOYEHCITYCKAHUE 10 MPOChDe IIposiBisieTcst HOrIAa 1
He pasButo 2
OTcyTCTBYET 0
MmnepatuBHOE 1
11 HeynepxuBaHue MOYM BO BpeMsi 00IPCTBOBAHMS
CtpeccoBoe 2
OT nepenoaHeHUs 3
OTCYTCTBYET 0
12 HenpousBosibHOE MOYEHCITyCKaHKUE BO BpeMsI THEB- He xaxnplii ennb 1
HOro cHa OnuH pa3 KaxIblii JHEBHOM COH 2
Heckonbko pa3 3a THEBHOI COH 3
OTCYTCTBYET 0
13 HenpouspobHoe MoyencycKaHHe Bo BpeMst HOY- He xaxuyio HOub 1
HOTO CHa (HYpe3) OnMH pa3 Kaxaylo HOub 2
Hecxkomnbpko pa3 3a HOUb 3
AKTHUBHasI CTPysI C IYyBCTBOM ITOJTHOTO OTMIOPOXKHEHUS 0
AKTHUBHasI CTPYsI C 9YyYBCTBOM HETIOJIHOTO OTTOPOKHEHMST 1
14  AKTMBHOCTb CTPYM MOYEUCITYCKaHUS )
3

Htorosoe uncio 6amios

[IpepriBucTas cTpys

wn
S
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Ilpu aHanuse 3pea0CTU MOYEUCTTYCKaHUS
y gdeTeil 1-ii Tpymmbl cpemHssi OlLlEHKAa COCTaBuWja
12,5+1,5 6anna. BecoMblii BKTag B CyMMapHYIO OLICHKY
BHECJIM IIYHKTBI 4—7 TaOJWIBI: aKTUBHOCTH ITO3BIBA
K MOYEUCITYCKaHWIO, YMEHHE TOATOTOBUTLCA W TIPO-
M3BECTHM MOUYEUCIYCKaHWE B YCTAaHOBJIEHHOM MecCTe,
3a7iepXXaTh MOYEHCITyCKaHUEe — TToKa3aTesiv, yKa3bIBa-
Io1IMe Ha 3a/epXKy (hDOpMUPOBAHUS HABBIKOB CaM0O00-
CJy>)KMBaHUSI B BOMPOCE OCYIIECTBJICHUSI aKTa MOYEHC-
nmyckaHus. Takoil pe3yJbTaT OCHOBaH Ha MPaKTUYECKU
€XEeIHEBHOM HOIIEHUU abCOpOUPYIOIINX TOATY3HM-
koB. OneHka 1—2 6aia mosyvanach mpu OTBeTe Ha 9-i
BOIMPOC TaGIUILBI — TI0 HaBBIKY MCIOJb30BaHUS TeH-
NIepHO-000CHOBAaHHOM TO3bI BO BpeMs MOYEMCITyCKa-
HUsA. Manbuynky u3 9 MOYenCITyCKaHW OCYIIECTBIISIIN
cunst 3, neBouku — u3 9 MoueucnyckaHuit 3—4 cros.
IIpu sTOM B ciayyae mnpemIoXeHUsT MenpadoTHUKA
BO BpeMsI TIPOBEACHUS YPODIOYMETPUUN OCYIIECTBISIIN
MOUYEUCIYyCKaHWEe B TeHJIEepHO-0O00CHOBAHHOW I103¢
0e3 3arpymHeHus. [lo 3-mHEeBHBIM THEBHMKAM MoOYe-
ucnyckanuss B 67% ciiydaeB HaOIIOaUCh 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).

YV nanumeHToB 2-i TpyIIbI, Hapsily ¢ HeOOJbIIUM
CHUXEHMEM TI03bIBa K MOUYEHMCITYCKaHWIO, OTMEYanucCh
B 45% cirydaeB 3NM30bI HeAePXKaHUS MOYH OT TIEPETTO-
HeHus. PonuTean mpakTUIecKy Beeraa peabuauTupyoT
TaKue DIU30IbI HeIepXKaHUS CIOBOM «3aUTPLIBAETCS».
OryactTM 3TO OOBSICHEHHWE COOTBETCTBYET JEHCTBU-
TeJbHOCTU. JloMUHaHTa, KOTOpasi JOJI)KHA MOCTEIeHHO
ycmuBath cBoe BiaustHue B LITHC mo mepe HamoHeHNsS
MOYEBOTO Iy3BIPST U B OMpeIeIeHHBI MOMEHT 3acTa-
BUTb peOeHKA OCTABUTh CBOM 3aHATHS U TIOWTH B TyaJleT,
HEJIO0CTAaTOYHO CUJIbHA. TaK MPOSBIISIOTCS MOCIEACTBUS
JIUTATETLHOTO HOIIEHWST MOATY3HUKOB. Bo 2-i1 rpymme
MalMEHTOB TPUJIMYHBIA BKJIal B CyMMapHYI OLIEHKY
HapylIeHWl BHOCAT TPOOJEeMBI, CBSI3aHHbBIE C 3aIepK-
KOl (popMupoBaHUs pedIEKCOB OMOPOXHEHUS MOYe-
Boro Ty3bips. OHU MPOSBISIUCHL TIPU 3BaKyaluu
MOUM: HETIOJHOE OIOPOXHEHWE U HEBO3MOXHOCTh
3a7epXaTb, a TOTOM TPOJOKUTh MOYEHUCITyCKaHUe
(6, 7, 8, 10 u 11-i1 myHKTBI) B OOIIIEH OLlEHKE HAXOIM-
Juch B 3HaueHUsax 10+1,5 Oamra, moMuMo ydeTa Apy-
IMX MYHKTOB. DBaKyaTopHas (YHKIMS MaTo(pU3N0I0-
TUYECKU SIBIISETCS CIOXHBIM pPe(hIECKTOPHBIM aKTOM,
MpU KOTOPOM TIPOMCXOAUT CMHXPOHHOE paccijiabjeHue
BHYTPEHHETO W HApPYXKHOTO CHUHKTEPOB MOYEBOTO
IMy3bIPSt U COKpallleHre AeTpy3opa. Ha aBakyanuio mouu
«paboTatoT» ¢ 5-ro 1mo 11-if Kimaccuueckue pedIieKChl
MOYEUCIYCKAHUS: TPOMEXHOCTHO-OYIbOApHBIN BO3-
OyXHalolIMii JeTpy30p U JIeTPy30p-aKTUBUPYIOLIMUIA
pednekcs obecreunBalOT HA4Yajlo MOYEHCITyCKaHMS.
AIIEKBaTHBI TIOTOK MOYM TMOIAEPXKUBAIOT IETPY30pP-
YpeTpabHBIA TOPMO3SIIINIA, IeTPy30p-CHPUHKTEpaTb-
HBIA TOPMO3SIIWMA, YPETPO-AETPY30p AKTUBUPYIOLIUE
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U YpeTpOo-COUHKTEPATbHBI TOPMO3SIINN pedIeKCHI.
DdusnoIornIeckoe MOYEUCITyCKaHWe  OTpenesseTcs
aHAaTOMUYECKOU 1 (PyHKIIMOHAIBHOM MOJHOIEHHOCTBIO
C(UHKTEPOB U JIETPY30pa, 3PEJOCTbI0O HEPBHBIX PEry-
nsTopHBIX cTpyKTyp [3]. ITlo mHeBHMKaM Moueucryc-
KaHus B 62% HaOMIONEHUIT OTMEYEeHBI peIKue MOUEHC-
myckaHust (MeHee 5 B cyTKU), B 38% —meproanyeckue
yyameHus 10 9—10 pa3 B cyrku. Ynciio Mouenciycka-
HUN B CYTKMU TIO CAMOCTOSTEJIbBHOMY TMO3bIBY — 36%,
MO0 HaMOMUHAHUIO — 64%.

V manueHToB 3-if TpyNIbl B KIMHUYECKON KapTUHE
MPOCTEXKNBACTCSI TUIMOAKTUBHOCTH MOYEBOTO ITy3bIPS:
npu MajioM 4uciie (MeHee 5) caMOCTOSITeJIbHBIX MOYe-
HUCTYCKaHWI B CYTKM OTMEYaJIUCh T30l HelePKaHUST
MOYH OT MEPETOTHEHUS U TI0 TUTTY cTpeccoBoro. Bo Bcex
HaOJIIOIEHUSIX TTOAPOCTKU YKa3blBaJll Ha HMCKYCCTBEH-
HOe To/aBJieHWe MO3biBa Ha MOYEHCIYCKaHUEe B CBSI3U
C OTCYTCTBHMEM TIOAXOMSIINX YCIOBUI (OOBIYHO B IITIKOJIE)
WIA Ha TO, YTO «IeHb UATW» B Tyayner. HauGosee mpo-
OGJIEMHBIMU B JTAHHOW BO3pAcCTHOU TpyIIie IyHKTaMU
KBAJIMMETPUYECKON Tabnuibl okazanuch 2, 3, 4, 8, 11
u 12-i1. DTO BOIMPOCH KOJIMYECTBA MOUYEHUCITYyCKAHUM,
€MKOCTH MOYEBOTO Ty3bIPsI, MO3bIBA W JTHEBHBIX BTO-
PUYHBIX HapylIeHuiA. BKiam mo aTuM myHKTaM B OOt
Oasut coctasist 12+2,5 6amna. Yucno MmoyencnyckaHui
B CYTKU I10 CAMOCTOSITEJIbHOMY ITO3bIBY COCTaBUJI BCETO
32%, mo HanmoMuHaHUIO — 68%.

B »sroM ciyyae Hempou3BOJIbHAS yTeYyKa MOYM
MpPU CTPECCOBOM HEAEpKaHWM HE CBsi3aHa C HEBPOJIO-
TMYEeCKUMU HapyineHussMu. OCHOBHAsI poJib B pa3BUTUU
CTPECCOBOM HellepXKaHWM MOYM TPUHAUIEKUT Hapyle-
HUIO aHATOMUU CBSI30YHOTO arnapaTa, (PYHKIIMU MBILII]
Ta30BOTO JIHA W TIOBPEXICHUIO C(PUHKTEPOB U ypETPHI.
IlonHoe peHTreHypoJoTMYecKoe, YpoAMHaAMUYecKoe
U Helipodusmonornyeckoe o0OCaeIOBaHUE TAlIMEHTOB
3-ii Tpynmbl Ha 6ase otaeneHus: yposnoruun JI'KB Ne9
MO3BOJIUJIO TMOJIHOCTHIO UCKJTIOUNTh CIIMHAJIbHBIE Hapy-
IIEHWST W TSKeNlble BapUaHThl HEMPOTEHHBIX AUCOYHK-
LI MOYEBOTO MY3bIPSI.

CoMaruyeckasi MHHepBaIvs TOIMepeYHOIo0caToi
MYCKYJIaTypbhl Ta30BOTO JIHA OOecTieYyrMBaeTcsl 3a cueT
CakpaJIbHBIX OTIEJNOB CIIMHHOrO Mo3ra. CBs3b coMa-
TUYECKOTO W BETeTATUBHOTO PETYIATOPHBIX 3BEHBEB
yIpaBJIeHUsI MOYEMCITyCKaHMEeM OCYIIeCTBIsIeTcsl Oa-
romapst cucteMe pedaeKCOB MOYeHCIycKaHUus, o00e-
CTIeYrBaONIMX B3auUMOJIEMCTBUE 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 cBsI3M ¢ 3TUM BaxkHO 3aKperieHUe HaBBIKOB YITpaB-
JISIEeMOTO MOYEHCITyCKaHus y pedeHKa B Bo3pacte | roja.
Ilpu 3TOM akTMBHO (QOPMUPYIOTCS YCIOBHBIN ped-
JIEKC, KOPTUKO-BUCIIEpaTbHble (BepTUKAJIbHBIE CBS3H),
OCYILECTBJISIEMbIE Yepe3 TMOIKOPKOBbIE, MOHTUHHbBIE
ueHtpsl. [lo Mepe B3pocieHuss pebeHKa B pa3BUTUU
HaBBIKOB YIIPABIISIEMOTO0 MOYEHMCIYCKAaHUS U (HOpMU-
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Tabauya 2. InHaMMKa NOKa3aTeis «KOJIMYECTBO IMU30/10B SHYPe3a B HENIENNI0» MO BCEM rPYNNaM OJHOBPEMEHHO
Table 2. Dynamics of the indicator «<number of episodes of enuresis per week» for all groups at the same time

Hcrounuk Bapuanyu SS df MS F P i Iy MomnocTb
iiﬁg?ynHOBaﬂ Bapuauus, B TOM 81.9 89
rpynra 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
onmokKa 141,5833 261 0,542465
HWroro 1229.,9 359

pPOBaHMSI 3pEJIOTO THUIA KOHTPOJS Haa HUM OCOOYIO
BaXXHOCTb TIPUOOPETAIOT TPU OCHOBHBIX (DaKkTOpa: yBe-
JINYeHWEe eMKOCTH MOYEBOTO TY3bIps 1T 00ecTieueHUsT
ero pe3epByapHOU (PYHKIIMU M 3aKperuieHrue (PyHKIINU
yIep>XaHusi MOYM BO BpeMsl cHa [5—7].

CpaBHeHMe TIOKa3aTeNs «KOJIMYECTBO SIMU30I0B SHY-
pe3a B Heelo» Y BeeX JAeTell COUeTaioch C YBETMIeHUEM
BO3pacTa «IPUYIEeHUsT K TOPIIKY». [1o cTaTucTHYecKoMy
ToKa3aTeJIIo «MEXTPYIIIOBast BApuallvist» OTIIMYHUS Y JeTei
Bcex 3 rpyrnm mpaktudecku He Obuto. Ilokasarenb mex-
rpynmnoBoit Bapuauuu 81,9 cBUIETEILCTBOBA O TIO3HEM
M0 CPaBHEHMIO C (PU3MOJIOTMYECKON MOTPEeOHOCThIO (hop-
MMPOBaHWH YITPABJISIEMOT0 aKTa Moyeuctyckanust. B 82%
clyyaeB MCKJIIOUEHME abCcopOMpylolero Oefbs y jaerei
HauMHAaJIOCh B BO3pacTe 0KoJ1o 3 jieT (Tabir. 2).

3aknovyeHune

IMepBoHauaabHasg cTaOMIbHAS BO3MOXHOCTH KOH-
TPOJIA 32 MOYEHMCITYCKAHUEM B THEBHOE BPEeMsT TOSIBJIS-
ercst y OOJIBIIMHCTBA JieTeil B Bo3pacTe 12—18 mec. Dra
BO3MOXHOCTb KOHTPOJSI JOJDKHA KaXXTOTHEBHO CUTYya-
LIMOHHO TOAKPEIISATECS POAUTEIsIMUA. Hallm manumeHTsI
He TOJYYMJIM TaKOU MOIIEPXKKHN OT pomuTeseit. BmecTo
YYacTUsI B CTAHOBIIEHUUW 3pEJIOTO THUIA MOYEHUCITyCKa-
HUSI OETH TIPONOJDKAIM HOIeHWe moary3HukoB. dasza
Pa3BUTHSI KOHTPOJIST Haj TPOIECCOM MOYEUCITYCKAHMS
BO BpeMsl CHa SIBJISIETCSI caMOU CJIOXHOU. Drta (aza —
MTPOJIOJDKEHNE THEBHOTO TOBENECHYECKOTO CTEPEOTHIIA.
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AHa/m3 (hakTopoB pucKa (hOpMUPOBAHKS HEAOCTATOYHOCTH M Aedummra BuTamMuHa D y neteid

J.M. Ilanacenko', 2K.B. Hegpedosa', T.B. Kapuesa', X.A. ®adeesa’, 1.A. Onaodene’, 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 ocHOBHbIE (hakTOpbl pucka GopMHPOBAHUS HEOCTATOYHOCTH U Aedunurta BuTamuna D y neteil. Yieneno
0c000e BHUMaHHE TeYEHHIO U AMEeTHYECKUM MpPeNoYTeHUsIM MaTepH BO BpeMsi OepeMEeHHOCTH, PHeMY BUTAMUHHO-MHHEPATbHBIX
KOMILIEKCOB, MUTAHHIO PeOEHKA NMOCJIe POXKIEHNS, BUIY BCKAPMJINBAHHUSA, IOTAIMA PeNapaToB BUTAMUHA D U POIyKTOB NPUKOPMA.
Oocaenosanbl 1246 aeteii maaauie 4 jet, He UMEIONIMX B AHAMHE3€ YKA3aHUS HA HEAOCTATOYHOCTh BUTaMuHa D. C KIMHUYeCKUMHI
NPOSIBJICHHSIMHM PAXUTA BbIABJIEHbI 52 pedeHKa, y Kotopsix onpenensiin 25(OH)D B chiBOpOTKe KPOBH, MPH 3TOM HU3KAs obecre-
YeHHOCTb BbisiBJieHa y 21,1%, HenocraTok Butamuna D — y 63,4%, nedmumur — y 15,3% nereii. IIpociaexuBanach B3aMMOCBSI3b
MeXIy MCMO/Ib30BAHMEM MOJIOYHBIX MPOAYKTOB, 000ralleHHbIX BUTAMMHHO-MHHEPAIbHBIM KOMILIEKCOM, COZePKAIMM BUTAMUH D
U KaJIbLysl, NPUMEHeHueM JiedeOHbIX 103 BUTaMuHa D u nosbimennem yposus 25(OH)D B cbiBopoTKe KPOBH.

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

Ans yntuposaums: NaHaceHko J1.M., Hegpenosa XK.B., Kapuea T.B., ®aneesa X.A., Onanene [.A., JleoHosa H.B. AHanu3 ¢pakTopos pucka
¢popmupoBaHvs HegocTatodHoCTU naepuumta Butamuna Dy neteri. 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.
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BCTPETUTH HE TOJIBKO HEIOCTATOUHOCTh 3TOTO BUTAMMHA,
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HO U KpaliHee ee TiposiBieHre — paxut [1]. OCHOBHBIM
3BEHOM TTaToTeHe3a BUTAaMUH D-meduuuTHOrO paxuta
CIYXXWUT HEIOCTaTOK BUTaMMHa D, KOTOpBI OTBevyaeT
3a BcachIBaHME Kasblvs, (hochopa B KUIIIEYHUKE U CUH-
Te3 KOCTHOH TKaHMU [2].

TTockonbKy vacTto pas3BuTHe 3aboJjieBaHUSI HAOJIO-
JaeTCsl B BO3pacTe, B KOTOPOM TPOMCXOISAT HamboJjiee
aKTUBHBIE Pa3BUTUE U CO3peBaHUE KOCTHO-MBIIIEUHOMN
CHCTEMBI, OTCYTCTBHE JICYEHUST MOKET MPUBECTH K CTOM -
KUM BBIpaXXKeHHBIM HapyireHusiM. OmHako Ouoyioruye-
cKasl poJib BUTaMrHa D He CBOIUTCS TOJBKO K PETYJISIIIAA
KanbInii-(ochopHOTO 0OMeHa 1 MPOLIECCOB CO3PEBAHUS
KocTtHoi TKaHu [3]. CoBpeMeHHbIe HayuyHbIe UCCIIeI0Ba-
HUS MOKA3bIBAIOT, UTO BUTAMUH D MpWHUMaeT yJacTue
B IIMPOKOM CITEKTpe OMOXMMUYECKHX ITPOIIECCOB B OpTa-
HU3Me 4denoBeka [4]. Hambosnee BaxkHbIe M M3YyYeHHBIC
W3 HUX — PEryJsivs KJIeTOYHOTO LMKJIA MPaKTUIeCKH
BCeX KJIETOK OpraHM3Ma, IMOIIepKaHre paboToCcroco6-
HOCTU WMMYHHOW CUCTEMBI (CTUMYJISIIUST (DYHKIUKA
MakpoharoB M CHHTE3a aHTUTEN), ydacTUe B CUHTE3e
MHCYJIMHA U TJI0KAaroHa MoaXeayJIouyHOM Xeae30i, Tpo-
¢uyeckoe U MeTabOIMYECKOe JeCTBUE Ha TKAHU 1IEeH-
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TpanbHOU HepBHOI cucteMbl (LIHC), perynsiust peHUH-
AHTMOTEH3MHOBOW CUCTeMEBI 1 1p. [3].

Butamun D moctymaer B opraHu3M ¢ TIUIIEH U CUH-
Te3UMpyeTcsl B KOXe M3 TPeNIIeCTBEHHUKOB T10f BO3-
NeCTBUEeM YJIbTpa(roIETOBOTO M3JIyYeHUs, TIPU 3TOM
yIbTpaUOJIETOBbIN MHAECKC NOJKEH OBITh HE MeHee 3.
Jns ToydeHusl TOJKHOTO YPOBHSI BUTaMUHA HElNoCTa-
TOYHO TOJIbKO TIpeObIBaHUSI Ha COJIHIIE, HEOOXOIUMO
TakKXe ynoTrpedsieHue MPOayKTOB MUTAaHUS, 00TAaThIX 3TUM
BUTAMMHOM; OCHOBHBIE €ro TIWILEeBble MCTOUHUKU —
MOJIOUHBIE TIPOAYKTBI, pbIOa, SWYHBIA XKeJTOK [5].
Kak u3BecTHO, €CTh permoHbl TUIAHETHI, B KOTOPBIX YPO-
BEHb YJIbTPa(PUOJIETOBOTO WU3JTYYEHMUS HEIOCTaTOYECH
JUIST aleKBaTHOTO SHIOTEHHOTO CMHTe3a BuTamMuHa D [6].
OTO yTBEpXIEHUE XapaKTEpHO IS MHOTHUX pailoHOB
Poccun, pacronioxxeHHBIX BOCTOUHEE ypaTbCKOTo XpeoTa.
Jnsg HUX CBOMCTBEHHBI TakuWe TPOOJEMbl, KakK Majioe
KOJIMYECTBO COJTHEUHBIX JHEW B TOAY U HU3KUI YPOBEHb
yIbTpaoOJETOBOTO MHAECKCA, 3arpsi3HeHue atMochep-
HOTO BO3/yXa, MaJblii 00bEM YIIOTPEOIeHNS IPOIYKTOB,
ncxogHo 6orateix BUtamMmuHoM D. Bee st hakToph! co3-
Nal0T OJArOMPUSITHYIO TTOYBY JUISI Pa3BUTHSI YKa3aHHOM
MaTOJIOTUY Ha 3TOM Tepputopuu [7].

Ilems uccaenoBanust: olieHKa (hakTopoB prcka hopMu-
poBaHus nedunyra BUTaMMHa D B COBpEMEHHBIX YCIIO-
BUSIX, OOECIEYeHHOCTbh WM, BBIPA)KEHHOCTb TUITOBUTA-
MMHO3a Yy JIeTelt MepBbIX 4 JIET XXU3HU U OTpeJICHEe POJIv
MOJIOYHBIX TIPOIYKTOB B KOPpeKIIMU HefpoctarouHocTu Ca.

XapaktepucTtuka aetev u MeToAbl UCCeaoBaHNS

O6crenoBanbl 1246 meteit paHHEro BO3pacTa, Haxo-
nsmxcst Ha Jedennu B TBY3 HCO «[IT'Kb Ne6» u 'bY3
HCO «I'KB Ne25» r. HoBocubGupcka, He MMEIOIIUX
B aHaMHe3e YKa3aHUs Ha HeIOCTaTOYHOCTh BUTaMuHa D.
IIpoBeaeHO aHKETUPOBAHWE POIUTENECH C WCITONIb30-
BaHUEM CITEIIMAIBHOTO OIMPOCHMKA, C(HOPMYITUPOBAH-
Horo Ha ocHoBaHuM Australian Paediatric Surveillance
Unit [8]. UccnenoBanue nmposoauioch ¢ 2014 mo 2022 T.
Pomutensmu Bcex meTeii moanmrcaHo MTHGOPMUPOBAaHHOE
corjilacue Ha o0c/ieIoBaHME.

CraTuctuyeckyr oOpabOTKy TOJYYeHHBIX JaHHBIX
MTPOBOIMJIN C UCTTOIh30BAaHKWEM TTakeTa IiporpaMm Micro-
soft Excel mist Windows. CpaBHUTEIbHBIN aHAIN3 KOJIU-
YECTBEHHBIX JAHHBIX OCYIIECTBIISIIIN C UCITOIb30BAaHUEM
kputepust U ManHa—YutHu, kputepus ¢ CTblofeHTA.

Bce maimeHTHl OBLIM pas3fesieHbl Ha 3 BO3pacTHBIE
rpynrsl: 1-s rpymnma — ot 2 mec o | rona, 2-4 rpynna —
oT 1 roga o 3 net u 3-a rpynmna — ot 3 10 4 net. [1pu aTom
54% neteii cCOCTaBWIN JeBOYKM, a 46% — MaJbuMKU.

M3 Bcex oOcnemoBaHHBIX neTeil y 52 oTMevyanauch
KIMHUYECKUE TIPOSIBJICHUST paxuTa, Takue Kak aedopma-
LIMSI TPYAHOM KIIeTKM (KWJIeBUAHas (hopMa, BBIBEpHYTAasT
HIDKHSA aneptypa) — 28,8%, pebepHbie yetkn — 11,5%,
CHWXXEHHBI MBIIIEUHbI TOHYC («WISTYIIAYUid >KUBOT»
u ap.) — 48%, HapyllleHue CPOKOB U MOCJIEI0BATEIbHO-
CTHU TIpOpe3bIBaHusI 3y00B — 75%, n3MeHEeHUs OOJIBILIOrO
pomHMuKa (OONbIIME pa3Mephl, HEPOBHBIE Kpas W pa3s-

OPUINHAJIbBHbBIE CTATbU

MsTYeHUe KpaeB, mo3mHee 3akpbithe) — 90,4%, nsme-
HeHue (OpMbI TOJIOBBI (KpaHMOTA0EC, OJMMITMACKUIA
7100, monmmxouedanuyeckast dopma depera) — 24,6%,
a Takxke TIPU3HAKMU TIPOSIBJICHUsI BETeTATUBHOW JWC-
GyHKIMM (TIOBBIIEHHAS TIOTJIUBOCTD, Pa3IpPakUTETb-
HOCTb, TUTOXOM COH) — Yy 59,6% manueHTOB. Y 3TUX IeTei
Onpeesisiyin coepxkaHue B chiBopoTke Kpou 25(OH)D
METOIIOM MMMYHO(MEPMEHTHOTO aHalin3a, KOHIEHTpa-
1o Kanblvs 1 docdopa, 1ienodHoi pocdarasbl cTaH-
JApTHBIMU METOJAMU WX OIpeleieHus. 3a HOpMaTUB-
HOe colepXaHue MeTaboJInTa B CBIBOPOTKE MPUHUMAITH
30—100 Hr/mMJa, o HU3KON O0O0ECIeYeHHOCTH CYAWIU
no ypoBHiO 21—29 Hr/mna, neduudtT KOHCTATMPOBAIU
npu ypoBHe MeHee 20 Hr/mia [7]. OcranbHble AETH,
Yy KOTOPBHIX He OBUIO KIIMHWYECKU BBIPAKEHHBIX TPU-
3HAKOB HEJIOCTATOYHOCTU BUTaMUHA D, BOIIIN B TPYITITY
CpaBHEHUSI.

Pe3ynbTathl M 06CcyxaeHue

PaccMoTpeHBl OCHOBHBIE (DaKTOpPBI, Mpeapacroa-
rarlomime K pa3BUTHIO paxuTa, KakK y maTepu (Bo3pacr,
OCOOCHHOCTU TIUTaHUS — AeUUMUT OenKa, KaJlbIus,
docdopa, ButaMuHa D, pexxuMa JHS — TUTMOAWHAMMUSI,
HeIOCTaTOUYHAs WHCOJISIIUS BO BpeMs OepeMeHHOCTH
U KOPMJICHUSI TPYIbl0), TaK M Yy pebeHKa (poxkaeHue
B OCEHHE-3UMHUI TepUoMa, HETOHOIIEHHOCTh U MOp-
GodyHKIIMOHATbHAA HE3pPENIOCTh, XapaKTep BCKapM-
JINBAHUS, HETOCTATOYHOE MpeObIBaHWE Ha CBEXXEM BO3-
Jyxe, MaJiasi IBUTratejibHasi akTUBHOCTD) [8, 9]. V nerei,
POIVBIINXCS B OCEHHUE W 3UMHKE MECSIIIbI, B CEBEPHBIX
IIAPOTaX OCOOEHHO BBICOK PUCK Pa3BUTHS AePUIINTA
BuTamMuHa D, Tak KaK He TOJIbKO KJIMMaTHYECKUeE YCIIO-
BUSI He TO3BOJISIIOT IJIUTEIBHO HAXOIUTHLCS BHE TTOMe-
IIEHWS, HO U HU3KUI yIbTPpa(pUOIeTOBBI MHIEKC PE3KO
OrpaHMYMBACT €ro SHIOTEeHHBIN CUHTE3 [3].

YcraHOB/IEHO, YTO TATOJIOTUsI OepeMEHHOCTU Hera-
TUBHO BJIMSET Ha Pa3BUTHE TUIOAA U COCTOSTHUE pebeHKa
MocJie pOXKICHUS, YBETUIMBACTCS PUCK PA3BUTHS IAaTO-
JIOTMYECKUX TIPOIECCOB B PA3IMYHBIX OpraHaX M CUCTe-
Max; TIOSIBJISIETCSI TIPEIPACTIONIOKEHHOCTh K HapYIIEHUIO
dochopHo-KanbimeBoro oomMeHa u octeoreHesa [10, 11].
PaccmaTpuBasi BO3MOXHBIE (DaKTOPBI pUCKa y MaTepu,
MBI TIOJIYYUJIM CIIeAYIONIMe JaHHBbIe: CPeIHWI BO3pacT
JKEHIIMHBI HA MOMEHT HACTOSIIIEH 6epeMeHHOCTH COCTa-
Bua 25,013,9 rona; ykazaHusi Ha BO3pacT MaTepu MOJIOXKE
18 stet u crapiue 35 yiet Obln Y 4,2% NalLMEHTOB.

VYcranoBieHo, uto 6Gonee 50% XKEHIIWH BKITIOYATU
MOJIOYHBIE TIPOAYKTHI B €KeTHEBHBIN PallMOH Ha TIPOTSI-
JKeHUM Beeil 0epeMeHHocTr. Hanbosnee yacto yrmorpeoisi-
eMBbIMU TIPOAYKTaMU OBbLTA TBOPOT M ChIp. ButamMmHHO-
MMHepaJibHble KOMIUIEKCHI BO BpeMsl OepeMeHHOCTU
perynspHo tonydanu 50% xeHmuH, 30% KeHIIUH yKa-
3aJIM Ha 3MU30MYECKUE U KOPOTKME Kypchl U 20% oTme-
TAJIU, 4YTO He TPUHUMAIM 3TH MpOmyKTel. I[lpoaHanm-
3UPOBAaHBl PEXUMHBIE (DAKTOPBI, Tpeapacroiararolime
K HapylleHWIO comepXaHus BuTamumHa D y pebGeHka:
HeJIO0CTaTOYHAas! WHCOJSINS W TUMOAWHAMUS KEHIIMHBI
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BO BpeMsl OepeMEeHHOCTH. YCTaHOBJIEHO, UTO BCe MaTepu
BO BpeMsT OepeMEeHHOCTH e€XXeTHEBHO TTPeObIBaIi Ha CBe-
JKeM BO3Iyxe IpOHOJDKATENbHOCThIO 1,5+0,3 4, BMecTe
C TeM HU3Kasg (pu3nYecKass aKTUBHOCTb HaOJIOmaIach
y 70% GepeMeHHBIX. B cBOIO 04epenb, MpHu pacCMOTPEHUH
dakTopoB pucka y pebeHKa KapTUHA ObUIa CJIEIYIOIIEi:
10 pe3yJIbTaTaM HallluX UcciaenoBaHuit, 54% neteii ponu-
JINCh B OCeHHe-3uMHMIT Tiepuon. Kpome Toro, poautenu
72% W3 HUX OrpaHUIMBAJIN MTPeObIBAaHNE CBOMX JeTell BHE
TTOMEIIEHUST B CBS3U C KITMMAaTUIECKUMU 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 OepeMeHHOCTH — v 34,4%);
aHemust O6buta ycraHosieHa y 40,0% OepemeHHBIX. [Tpu-
3HAKW XPOHUYECKOW BHYTPUYTPOOHOM TUITOKCUM TLIOAA
nuarHoctupoBaHbl B 42,0% ciydaeB. Y 47,6% XeHIIMH
MMeNach SKCTpareHUTalIbHAs TaTOJOTHS: 3a00JIeBaHUsT
cepneyHo-cocynucroit (16,4%), snmokpuHHOi (15,6%),
MoueniofioBoit  (15,6%) cucrem. OtmeueHo, uto 3,2%
SKEHIIMH JI0 HACTOSIIIEN GepeMeHHOCTH TepeHecIn 3a00-
JIEBaHUSI, Tiepenaroecss TPEeUMYIIECTBEHHO ITOJIOBBIM
myteM (cubuInc, TpuxoMoHuas), u 4,8% — Tokcorias-
Mo03, 8,4% — LUTOMEraJloBUPYCHYIO MH(peKLMIO, v 28,8%
BO BpeMsT OepeMeHHOCTU MMeJlach KaHIUIO3HasT WH(eK-
1M TTOJTOBBIX TTyTeit. OT mepBoit 6epeMeHHOCTH POAWINCH
54,4% ob6cnenyembix aereit. Y 39,6% wmarepeit MmMescs
OTSATOIICHHBIN aKYIIePCKO-TUHEKOIOTUUECKUI aHaMHe3
(MemummHCcKKre abopThl Y 24,0%, Beikunbimn — y 10,0%,
pexe MepTBopoxkaeHe — Y 2,4%, 3amepliast U SKTOIJe-
ckast 6epeMeHHOCTb — y 3,2%). HeGnaronpusiTHoe Te4eHne
pPOIIOB, a MMEHHO: TIPEXIEBPEMEHHOE OTXOXIEHHUE OKO-
JIOTUIOAHBIX BOJ, ObIIO Yy 6,4% pOXeHUL, ObICTphIE, CTpe-
MUTENIbHBIE POAbl — Y 5,6%, c1abOCTh POIOBOI JAESATENb-
Hoct — y 10,0%. Y 8,0% >XeHILMH MpOBeIeHO KecapeBo
ceuenue, B 11,6% ciydaeB BO BpeMsl pOJIOB MPUMEHSITUCH
akymiepckue nocodusi. Hannune nepuHaTaibHOM maTtosio-
M1 oTMedeHo y 16,4% neteii (achukcuss — 9,6%, remo-
JiThdeckast 6oie3nb — 4,4%, ponosast TpaBma — 2,4%).
M3BecTHO, 4YTO HENOCTAaTOYHBINA YpPOBEeHb BUTaMHUHA D
y MaTepeil HeraTMBHO BJIMSIET Ha TeUeHUe OepeMEeHHOCTH,
3HAYUTETHHO TIOBBIIIIAETCS PUCK Pa3BUTHSI MPEIKITAMIICHUH,
IJIalleHTapHOM HETOCTaTOYHOCTU, PUCK Pa3BUTHSA WH(MEK-
LIMM TIOJIOBBIX TIyTe U JIp., B HaJbHEMIIIEM 3TO OKa3bIBacT
HeTraTMBHOE BIMSTHYE Ha 300pOBbe peOeHKa B ToM uucie [9].
AHaJIN3 TeHeaJOrn4ecKOro aHaMHe3a XU3HM TToKa-
3aJl, 4TO y GIVDKAMIIMX POACTBEHHUKOB HanboJiee 4acTo
oTMevajach TMATOJIOTUS XKeTyIOYHO-KUIIEYHOTO TpaKTa
(28,8%): XpOoHWYECKMI TacTpUT, sI3BeHHasT OOJIe3Hb
KeTyaKa W JIBEHaIUATUTIEPCTHON KWIIKM, 3a00JieBa-
HUST TICYEHW U KEJTYEBBIBOASIIMX MyTeil. AJteprude-
cKue 3a00JIeBaHUsI TIO YaCTOTe 3aHUMAJI BTOPOE MECTO
1 Habmonamich B 26,8% cemeit. 3abojieBaHUST OPTaHOB
SHAOKPUHHON cucTteMbl oTMedanuch B 24,0% ciaydyaes
(caxapHbiit muabet y 11,6%, 3a6oneBaHUST IIUTOBUIHON
xene3bl — y 12%, nagmoyeunnkoB — y 0,4%). 3ab6o-

JIeBaHUSI OPTaHOB MOUEITOJIOBOM CHUCTEMBI HWMETUCH
B 18,0% cemeii, KOCTHO-MBIIIIEUHOM U COETUHUTEBHOM
TKaHu — B 15,2% (0ocTeonopo3, MaToJOTHsI CyCTaBOB,
paxut B aHamHe3e y 5,1%). 3abosieBaHUsI OpPraHOB Ccep-
JIEIYHO-COCYIUCTOM CUCTeMbI OTMedeHbI B 11,2% cemeit,
oHKomarosorust — B 3,2%, HepBHOI cucTeMbl — B 2,4%,
B 13,2% cnydaeB y MaTepeil 0TMeUaoch HAJIMUME OYaroB
XpOHUYECKON MHGMEKIMU (TOH3WJUTUT, Kapuec, UH(eK-
LIVST MOYEBOI CUCTEMBI).

HenoHoImeHHOCTh  CIYXUT OJHUM U3 (HaKTOpPOB
pucKa pa3BUTHS paxuTa. B mocieaHeM TpumMecTtpe bepe-
MEHHOCTH IUI0J TTostydaeT oT Matepu 80% Bcex HYTpUEH-
TOB, B TOM 4uncJe Kaablnsa. COOTBETCTBEHHO YeM MEHbIIIe
CpPOK TecTaluy pebeHKa TpW POXIECHWHU, TeM Yy HEro
60Jice BBIpaKEHBI OCTEONEHUS U MPEAPACITOIOXKEHHOCTD
K paxurty [12, 13]. ITo pe3ynbratam ucciemnoBanus, 71,2%
BCEX MalMeHTOB COCTABUJIN JOHOIIIEHHBIE NeTH (CPEeIHSIST
Macca Tena nipu poxknenuun 3300,4+280,2 1), 28,8% —
HeIOHOIIEHHBIE (CpeaHssl Macca Teja MPH POXICHUM
1420,1+485,1 1), y 5,6% HOBOPOXIEHHBIX OTMEYAINCh
MpPU3HAKKA HE3PEJIOCTU K CPOKy recrauuu, y 8,4% —
3amepKKa BHYTPUYTPOOHOTO Pa3BUTHUS MO TUITOTPODU-
yeckomy Tumy. OlieHKa 1o 1Kaje Anrap Ha 1-if MUHyTe
KU3HU Y 46,8% HOBOPOXIECHHBIX cocTaBisiia 8—10 6an-
J0B, y 52,8% — 5-—7 6ammos, y 0,4% — 3—4 Ganna.
B neprogie HOBOPOXAEHHOCTH HAOJIOAAIACh CIIEAyIOIIast
naToJjiorust: nepuHarajabHoe nopaxenue LHHC y 65,2%
JieTeil, pomoBast TpaBMa (3aKPBITHIA MEPEIOM KITIOUMIIHI,
keamoremaroma) — y 2,4%, 3aTsoKHas KenaTyxa —
y 8,4%. TakuM oGpa3oM, B TeUeHUE aHTEHATaJbHOTO
Mepuofa BBISIBJIEH psII HEOJIaronmpusiTHBIX (PaKTOPOB
(HemocTaTOYHOE TIMTAHWE, CHIKEHHBIE BUTAMWHU3a-
LIVST U UHCOJISIIINS, OTSTOIIEHHBIN aKyllIepCKUii aHaMHe3
W JIp.), BO3MOXHO, MPEApACIoaralolnux B MOCIEAyIO-
IIEM K Pa3BUTHIO paXUTa.

BceM nmeTsiM ¢ KTMHUYECKUMM TTPOSIBICHUSIMUA paxuTa
npoeneHo onpeneaeHue 25(OH)D B cbIBOpOTKE KPOBH,
Mpu 3TOM HU3Kasi 00ecrieyeHHOCTh BhigBiaeHa y 21,1%
(11 nereit, cpenu HUX 3 pebeHka miaamie 1 roma, 7 —
B Bo3pacte 1—3 ner, 1 — B Bo3pacte 3—4 Jjier), HeaOCTa-
ToK BuTaMrHa D otmedeH y 63,4% neteii (27 B Bo3pacTe
1-3 net u 6 B Bo3pacte 3—4 jer), neonuut — B 15,3%
ciyyaesB (8 gereit mo 1 rona).

ConepxaHue OOIIEro KaiblMsl B ChIBOPOTKE
KpOBM B cpeaHeM cocTaBwiu 1,7 Mmosb/a (HOopMa
2,2—2,65 MMoIb/NT), MOHU3MPOBAHHOTO KaJblIUSI —
0,85 mMmonb/n (Hopma 1,1—1,4 MMmonb/n), cpenHee
comepxkanue Marnusg — 0,6 mmonb/n (Hopma 0,8—
1,5 mmonb/n), comepxaHue ¢docdopa B nepudepuye-
cKoit kpoBu — 2,3 MMoib/n (Hopma 1,3—2,3 MMoJb/i).
CpenHee conepkaHue MIEJTOYHOM hocdaTasbl TOCTUTATIO
695+19,8 en/n. Ha anmekTpokapauorpaMme perucTpupo-
BaJlOCh yIJIMHeHWe nHTepBajia Q—T MpenMyIIecTBEHHO
3a cueT cermeHTa ST — y 28,8 % manneHTOB.

ITo maHHBIM TUTEPATYPBI, IETU CO CHIKEHHBIM COIEP-
xxaHueM 25(OH)D B nepudepryeckoit KpoBU TOCTOBEPHO
yalie OOJIeI0T OCTPBIMU PECTTMPATOPHBIMU MHMEKITUSIMU
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[14—16]. Tlo HammMM mAaHHBIM, TIPOCIEKUBANIACH TIpSIMast
KOppENSIys MeXIy HU3KUM ComepkaHueM BUTaMuHa D
B TiepudepruecKoil KpoBH, KIMHWMYECKUMU TMPOSIBICH-
SIMM PaxyTa W TIOBBIIIEHHON YaCTOTOW Pa3BUTUST OCTPHIX
pecrnipatopHbix 3aboseBaHuii (p<0,0001). CpennHee uncio
CJTy4aeB OCTPBIX PECTTUPATOPHBIX 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 oOpa3oM, AeTH ¢ HETOCTATOYHBIM
conepxanueMm 25(OH)D B nepudepudeckoii KpoBu 6osenu
pecnMpaTOpHBIMU MHOEKIIUSIMI TOpa3Io vallle, YeM JeTH
KOHTPOJIBHOM rpymmbl. OIDHUM W3 BaXHBIX (HaKTOPOB
pUCKa, MpeapacoiaraiolyxX K pa3BUTHIO HETOCTATOYHO-
¢t BUTaMrHa D, a B JajibHEMIIeM — K paxuTy, SIBJISICTCST
HM3KOe TTocTyTuieHre ButamuHa D ¢ mumeit. [To maHHBIM
JIUTEepaTyphl, IETH, HAXOOAIINeCs Ha TPYIHOM BCKapMITH-
BaHUM, OTHOCATCS K TPYTIIe prucka (hopMUpOBaHUs Iehu-
MTa BUTaMUHA D, B omIM4Me OT JeTeid, TMOJydaroInx
aganTUPOBAHHYIO CMECh BMECTO TpyIHOTO MoJjioka [17, 18].

B Hamem wucciemoBaHWM Ccpemd JeTed ¢ K-
HUYECKUMM TIPOSIBJICHUSAMU  paxuTa Ha TPYIHOM
BCKapMJIMBaHUM Haxomuiuch 34 (65%) wu3 Hux,
a Ha uckycctBeHHOM — 18 (35%). Cpenu Bcex mertei
npodugakTUIeCKyo 103y BUTamMuHa D (BomHBIN pac-
TBOp XoJeKanbliudepona) ¢ 1-ro Mecsitia XKU3HU KPYTio-
roauaHo 1o 1000 ME/cyt nony4anu Tonbko 36% neteit,
500 ME/cytr — 47%, octanbHbie 17% neteir monydaiu
BUTaMUH D HeperynsipHo wiau He monydanu. CorjlacHO
Hamuonanenoit mporpamme 2018 r.  «HemocraTou-
HOCTh BUTaMuHa D y nereit u nmoapoctkoB Poccuiickoii
Ddenepanu:  coBpeMeHHBIE TIOAXOIBI K KOPPEKIUN»
PEKOMEHAYIOTCS  CJIeyIolle CYTOYHbIE JIO3UPOBKMU:
1000 ME/cyt netsim ¢ 1 mec no 1 roma, ¢ 1 1o 3 netr —

Tab6auya. Tnmesas ueHHocTsh 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
nMpoduaakTUIecKre T103UPOBKU: B Bo3pacTe 1—6 mec —
1000 ME/cyT, ot 6 Mec no 18 et — 1500 ME/cyr.

IMpu aHamM3e XapakTepa BBOAMMOTO MPUKOPMaA yCTa-
HoBJieHO, 4To 38 (73,08%) nmeteit mosydanud TIPOMYKTHI
MPOMBIIIEHHOTO TTpou3BoAcTBa U 14 (26,92%) — npuro-
TOBJIEHHBIE MaTePsSIMU CaMOCTOSITENbHO. [Tpr 3TOM cpeau
JeTell Ha MPOMBIIITIEHHOM TiprKopMme y 36 (94,7%) otMe-
yayiach HeMOCTaTOYHOCTh BuTamuHa D, y 2 (5,3%) — Hus-
KWIi ypOBeHb BUTAMMHA. B TpyIime meTeii, MOIyJYarommx
MPUKOPM JTOMAIITHETO MpUTroToBieHus, 3 (21,4%) nmenn
HEIO0CTaTOYHbBIN YpOBeHb BUTaMuHa D, 6 (42,9%) — Hu3-
Kkuit ypoBeHb 1 5 (35,7%) — nedurut ButamuHa D.

Hnst mpouIakKTUKM HETOCTaTOYHOCTH BUTaMMHA D
U KaJIbIIUsT B OpraHU3Me JEeTSIM HeOOXOIWMBI He TOJIBKO
MpyeM XoJIeKalblndepoia B BUAE BOTHOTO WU Macsi-
HOTO pacTBOpa B JO3WPOBKaX, COOTBETCTBYIoNMX Harm-
OHAJILHOM TIporpaMMe, HO W YIOTpeOJieHWe B THIILY
MOJIOYHBIX Y KMCIIOMOJIOYHBIX MpoayKToB [19]. B Hamem
WCCIEIOBAaHUY JETH TIOJNyYad MOJIOYHBIE TIPOMYKTHI
ymHelikn «DPpyroHsans» (meTtckoe Mojioko «DPpyroHsHs»
2,5% wn «®pyroHsHs» 6wuomakT, 6motBopor «®pyto-
Hsus») ¢ uenbto noraumuu Ca u ButamuHa D. B otcyr-
CTBUE HETNEepEeHOCUMOCTH TIPOAYKTHI HAa OCHOBE KOPO-
BBETO MOJIOKA — BayKHasl COCTaBJISIIONIAs pallioHa JeTei.
Mosnoko, TBOpOr M UX TPOM3BOIHBIC OOECIEUMBAIOT
OpraHu3M pebeHKa XU3HEHHO Ba’KHBIMU HYTPHEHTAMH,
KOTOpbIE TIONACPKUBAIOT €ro 310pOBbe (CM. TaOJUILY).
CornacHo «HarmumoHanbHOM TIporpaMMe  ONTUMHU3AIIN
nuTaHus aeteil B Bodpacte oT 1 roma no 3 net B Poccnii-
ckoit Denepanu» neTIM B Bo3pacte oT 12 mo 23 mec
pekomenmyercs ot 100 mo 300 M1 Mojtoka B cyTku [20].

IIpoaykT U ero nmumesas 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, Mkr 1,5 — 1,5
?le}ll{eggixqiﬂ(;?ﬂm 223,2/53,3 308,6/73,7 397,0/95,0
Hoxn, Mkr 11,5 — —
Kanpimii (cripaBoyHO), MT He menee 100 He menee 80 He menee 85

MoJsouHoKuUcTbIE
mukpooprann3Mel, KOE/r

MonouyHokucibie
anuIo(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 exkeTHEBHO ITOTyJaIN JIe9eOHYI0
03y BUTaMHWHAa D B COOTBETCTBMM C PEKOMEHIALIUSIMU
HarmmonanbHo# TiporpaMMbl  (BODHBII pacTBOp BUTA-
muHa D 15000 ME/ma — 10 mut). B exxenHeBHOM palioHe
HCTOJIb30BAJIOCh JieTcKoe Moyioko «DpyroHsns» 2,5%:;
KpOMe TOTO, JETH Ha HOUb IOJyYald KHUCIOMOJIOYHBINA
nponykt 6uonakt «PpyroHsans». Cpenyt KUCIOMOJIOY-
HBIX MPOIYKTOB PETYJISIPHO MCITOJIB30BAIUCh OMOTBOPOTH
«@pyroHsHs» 6€3 BKYCOBBIX J00aBOK WU C Pa3IMYHBIMU
BKycamu 2—3 pa3za B Heneno. [ToBropHoe obcienoBaHue
neteit mpoBoauiiock yepes 3 Mec. B 90% ciyuaeB oTmeuda-
Jiack HopMmanuzanust conepxanust 25 (OH) D u yposHst
KaJIbLIMS B TiepUhepUUECKOI KPOBH.

3aknovyeHune

Taxum o6Gpa3oM, BBISIBJIEHO, UTO Ha (popMupoBaHUE
HEIOCTaTOYHOCTY U Jeduiirta BUTaMuHa D y pebeHka
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KJIMHUYECKUE CJTYHAU

BpoxkneHnnblii TyOepKyJie3 JIerKux

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

'Pre0y BO «TBepcko rocyAapCcTBEHHbI MeaMUMHCKMIA yHuBepcuTeT» MuHaapasa Poccun, Teepb, Poccus;
°IBY3 TO «[eTckas ropoackas knmHuydeckas 6onbHunua N21», Teepb, Poccus;

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

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

SOIBHY «HaumoHnanbHbii HAN obuiectBeHHOro 300poBbs meHn 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 Tyoepkyne3 (BTB) — adcomorHo haTanbHoe B OTCYTCTBHE aJeKBATHOM Tepanuu 3a00JieBaHue, TMATHOCTHKA KOTO-
POro 3aTpyJHeHa B CBS3M C MOJUMOP(HOCTBIO U Heclenn(UIHOCTbIO KJIMHUYECKOH KAPTHHBI, 4 TAKXKE OTCYTCTBHEM HACTOPOXKEH-
HOCTH y HEOHATOJIOTOB M neauaTpoB. K HacTosimemy BpeMeHn B JOCTYNHO¥ JuTepaType onucaHo meHee 500 noaTBep:KIeHHBIX CIy4aeB
BPOXKIeHHOro TyoepKyne3a. CmepTHOCTH KosieGiercs ot 15 1o 33%. PanHss qMarHoCcTHKA M aieKBATHAs Tepanus OKa3biBAIOT pema-
olee 3HaYeHHe Ha ucxo 3a0osesanud. Ilpencrasieno omucanue 2 ciiyyaeB BPOXKIEHHOrO TyOepKyje3a JIerkux y HeJOHOIIEHHbIX
JieTeil ¢ OTATOIIEHHBIM COIMATIBHBIM 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 HACBIIEHNS (CATyPALuH) KPOBH KHCJIOPOIOM, IOTPEGOBABILEE TEPANHI KHCJIOPOAOM, TMXOPAIKA
Y OJHOTO pedeHKAa M HapyLleHue 00IIero caMoYyBCTBUSA. PeHTreHoI0rHyecky onpeaensiach KApTHHA ABYCTOPOHHETO NOJIHCerMeHTap-
HOT0 MH(MWILTPATHBHOTO NMOPAXKEHUs JIeTKHX ¢ (opMUPOBaHHEM MOJOCTH JECTPYKIMH B OHOM ciay4ae. /IMario3 mocrasjeH nocje
obHapyxenusi B acnupare u3 xeiyaka JIHK Mycobacteria tuberculosis. I1anpeHTbI NOJTyYa M TEPANUIO M0 cXeMe, NpeAHA3HAYEHHOI
it (hOpM ¢ MHOXKECTBEHHO# JIEKAPCTBEHHOI YCTONYMBOCTBIO, € BKJIIOUEHHEM KJIACCHYECKHX NMPOTHBOTYOEPKY/Ie3HbIX MpPenapaTroB
B KOMOMHAIINHM C JIMHE30JUIOM, (hTOPXMHOIOHAMY, MepONIEHEMOM W AMUHOIIMKO3HAaMH. VH(eKIMOHHBIi CHHIPOM Y HEOHOIIEH-
HOI'0 HOBOPOKIEHHOTO0, ACCOLMMPOBAHHDII C THEBMOHMUENH, YCTOHYMBOI K CTAHIAPTHOI AHTHOMOTHKOTEPANMH, HATHYHE TyOepKye3a
Y MaTepH, POACTBEHHUKOB WM CHOJIMHIOB OOYCJIOBIMBAET HEOOXOAMMOCTD TPOBEICHNSI AHAJIN30B /Uis BbisiBieHust M. tuberculosis
¥ MHCTPYMEHTAJIbHOi THATHOCTHKY. PaHHsAs IMATHOCTHKA U JleYeHre HeoOXOUMBI LISl y.Iy4IleHHs] MPOrHo3a 3200 1eBaHusl.

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

Ans umtuposanus: [onrononos U.C., ®enepsikuHa O.5., BomxenuHa O.M., EpoxuHa I.I"., JleoHoB K.A., LLIHeriBavic A.O., CaapuH M.T., PbikoB
M. 0. BpoxnaeHHsbivi Tybepkyne3nerkux. 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. tuberculosis 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 MJjanamre 5 jeT, a B 17% TybepKyne3
couetaetcst ¢ BUY-unpeximeii [1]. [1pu aTOM BpoxneH-

yOepKysie3 TIpeICTaBIsIeT CePhe3HYI0 MpobieMy
OOIIIeCTBEHHOTO 3apaBooxpaHeHust. [lo JaHHBIM

BcemupHoit opranuzaumu 3npaBooxpaHeHusi (BO3),
1/3 HaceneHust uHQUIIMPOBaHa TyOepKysie3oM, a 20 MIH
YyeJIoBeK 00JIeIOT aKTUBHOI (hopMoii TyOepKye3a. oms
nereir B Bo3dpacte 0—14 ner ocTtaeTcsi OTHOCUTEIbHO
HebGosbwoi u cocrasisgeT 1,2%, cpenn Kotopbix 80%

HBII TyOepKysie3 BcTpeyaeTcst penko: ¢ 1948 mo 1995 .
B JIATEpaType OMNMCAHO TOJBKO 358 MOATBEpPKIEHHBIX
ciyyaes, enie okojio 160 ciayuaeB — B mepuoa ¢ 1996
no 2019 r. [2—4]. CMepTHOCTb Cpenu MiIaieHIIeB BhICOKA
u xouebsercst ot 15 10 53% [3, 5]. Pannss quardHoctuka
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MMeeT pellarolee 3HaueHHWe, HO CJIOXKHA M3-3a Hecre-
I GUIECKNX CUMITTOMOB. BpoxXXmeHHEBII TyOe pKyJie3 pa3-
BMBAETCS BCIIEACTBUE WHOUIIMPOBAHUS MUKOOAKTEepUEi
TyOepKyje3a BO BHYTPUYTPOOHOM Mepuone (TpaHCIia-
LIEHTApHBII MTyTh TIepeaavyr ) WA BO BpeMsl HOPMaJIbHOTO
pomoBoro Tporiecca (acmupanus KOHTAMUHUPOBAHHBIX
kupkocteit) [6]. TemaToreHHOE pacrpocTpaHeHUE MPU-
BOIUT K 00pa30BaHUIO OJHOTO MM HECKOJBKUX TTEPBUY-
HBIX KOMILUIEKCOB B TIeYeHU WIJIM JIETKUX. B TO Xe Bpemst
acTMpansi 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 JIErKUX
Yy  HEIOHOUIEHHBIX HOBOPOXICHHBIX, POIWBIINXCS
OT MaTepeil ¢ OTATOIIEHHBIM aHaMHe30M. MHdopMupo-
BaHHBIE COIJIacUsT Ha IyOJIMKAIUI0O MaTepUasioB IOJy-
YeHBI OT POIUTENIC WM 3aKOHHBIX TpeacTaBUTENeH
MallMeHTOB.

Knunnveckuii cayyais Nel. [Taumnentka T. oT TpeTbux
JIOMalIITHUX TIPEXIeBPeMEHHBIX po10B Ha 32—33-it Henese
rectauuu ot BUY-unbunumpoBaHHoit maTepu (craTtyc
Mo TyOepKyjae3y Ha MOMEHT POIOB ObLI HEM3BECTEH).
ITnameHTa ObUTa yTUAM3UpPOBaHaA Oe3 ee OCMOTpa MeIu-
LIIMHCKUM TiepcoHaioM. CHOJIMHTU TIPOXOAT JIeUeHUE
IO TOBOMY TyOepKysie3a BHYTPUTPYIHBIX JMMbaThde-
CKMX y3JI0B. Macca tena npu poxaeHuu 1610 r., minHa
tena 43 cm. Pomwnace 5 guBaps 2022r. B 1-e cytkm
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UHUYECKUE CJTYHAU

MOCTaBJieHa B OTIEJeHUE aHEeCTe3MOJIOTMM U peaHuMa-
muu JATKB Nel r. TBepu B TSKEIOM COCTOSIHUM B CBSI3U
C HEJIOHOIIEHHOCTBhIO M HEBPOJOTMYECKUMM Hapylle-
HusiMu. C poOXIEHUST OTMeuajach TUIEPBO30YINMOCTD,
pecrMpaTOpHBIX HapyIIEHWI He ObLIO, BBICTYIIMBAJICS
CUCTOJIMYECKUI IIyM Han objactbio cepaia. OTBox
OT BakIMHALWKU. [Ipy MOCTYIUIEHUN KOXKHBIE MOKPOBBI
GJIeTHbIE C MPaMOPHBIM PHUCYHKOM, BBIpakeHHOe Oec-
MMOKOMCTBO, YacToTa OBIXaHW 52 B MMHYTY, B JIETKHUX
JKECTKOE JIbIXaHWe, EIWHWUYHBIC TPOBOIHBIC XPUIIHI.
ToHBI cepaiia 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 carutTajabHblii 0B 10 0,2 cm. Ilatomorus
O pe3yJibTaTaM MPOBEIeHHBIX HEOHATATLHOTO U ayano-
CKPUHMHTA He BBIsIBJIeHAa. Ha MOBTOPHBIX HEMpPOCOHO-
rpaduu M YJIBTPa3BYKOBOTO WCCIIEIOBAHUS OPTraHOB
OPIOIIHONM TTOJIOCTU TTaTOJIOTHUSI He BhIABIeHa. Ha peHT-
TeHOrpaMMe OPTraHOB I'PYIHON KJIETKU MPU MOCTYIIJIEHU N
WHOWIBTPATUBHBIX U3MEHEHHMI B JIETKUX He HalOoma-
sock. ITokasatenu B IBYX ITOCIEIOBATENIBHBIX OOIINX
aHaJlM3aX KPOBU COOTBETCTBOBAJIM BO3PACTHOM HOpME.
ITo pesyabTatam J1a60paTOPHBIX UCCIEAOBAHUI METOIOM
WMMYHO(PEPMEHTHOTO aHaIN3a BBISIBJIEHBI TTOJTOXHUTETb-
Hbie TUTpHI IgG u IgM K BUpycy nmmMyHoneduIimMra yeao-
Beka 1-ro u 2-ro Tumnos. [Tocie nmoaTBepXKaeHUs HATUYUST
AHTHUTE] TIPOBEICHHEM WMMYHOOJOTTHUHTA TAllMeHTKe
MPOBOAMJIACH TIpOGUIAKTHUYECKas aHTHPETPOBUPYCHAST
Tepanus 3uIOBYIMHOM M aMUBEPEHOM B TeueHue | mec
¢ moOaBIIeHEM BUpaMyHa B TIepBbIe 2 Hell JIeYeHUs.
Oo6ee COCTOSTHUE pebeHka YXYAIIUIOCH
Ha 27-i1 IeHb XU3HU. MOSIBUJIACH JIMXOpamKa, KHMCJIO-
ponHas 3aBucuMocTh (SO, 89-90% mna armocdepHOM
KUCIoposie), Kamienb. JpIxaHne Hal JIETKUMU TTPOBOIM-
JIOCh paBHOMEPHO, XpUIIOB He OblI0. [leyeHp yBenmmum-
nack a0 +2,5—3 cM, majbnupoBajics Kpai Celle3eHKMU.
IToBTOpHAs peHTreHorpadust OpraHOB TPYIHOM KIETKU
BBISIBMJIA IBYCTOPOHHIOI TTOJIMCETMEHTAPHYIO ITHEBMO-
Huto (puc. 1). IlanmeHT nosyyan Tepanuio 1edanocmno-
pUHAMM BTOPOTO-TPETHETO TIOKOJIEHUsI, MEPOTIECHEMOM
B KOMOWHAIIMMA C aMUKALIMHOM W JIMHE30JUIOM, TpPO-
BOAWJIACh AHTUMUKOTUYECKass W WHOY3MOHHAsT Tepa-
nus. B CBSI3M ¢ OTSTOILIEHHBIN CEMEMHBII aHAMHE30M
W PE3UCTEHTHOCTBIO K TPOBOAMMON Teparuy Tpearno-
JIOXKEeH BPOKIEHHBIN OUCCEMWHUPOBAHHBIN TyOepKyje3
Jierkux. B ananmzax KpoBu obGpaliaii BHUMaHUe aHEMMUST
I crenenu (remornooun 93—105 r/), nepcUCTUPYIOLIUI
HelTpodmIbHbIN NeiikounTos (13,8—21,7)-10°/n. OTme-
yeHo yBenmuyeHue C-peakTMBHOro Oejika g0 39 wmr/m.
Macca Tena pebeHka Ha 36-if JIeHb XKU3HU COCTABIIsIa
2400 r (+790 1), NMOCTKOHIENTyaJlbHBI BO3pacT —
37—-38 Hen. K neyenumrio moOamieH JIeBO(IOKCAIIAH.
Tyb6epkynuHoBast mpobda ¢ peKOMOMHAHTHLIM aHTUTEHOM
JwuackuaTtect 0,1 MJI maja OTpMIIATENIbHBIN pe3yJIbTarT.
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TN P-uccnenoBanme MpOMBIBHBIX BOJ, KeayaKa Ha 34-i
JIeHb XXU3HU 1 IBYKPAaTHOE MUKPOOMOJIOTHYECKOE UCCITe-
JoBaHMe MaTepuana Ha 36-i1 u 39-i1 THU KU3HU BBISI-
Bunu M. tuberculosis B Huskom tutpe (5 KYM 100 11/3p).
B Bo3pacte 36 mHeit BoicTaBieH muarHo3: P37.0. Bpoxk-
JIEHHBIN TyOepKyJe3, IBYyCTOPOHHEE TTOpakeHHE JIETKHX,
MUKoOaKTepust TyoepkyJsesa (+).

OO61iee COCTOSIHME  TPOTPECCUBHO  YXYALIATIOCHh
32 CUET CHUMIITOMOB JIBIXaTeJIbBHOM HEIOCTAaTOYHO-
ctu. JleBouka mepeBefieHAa B OTAEJCHHE aHECTE3MOJIO-
TMU U peaHUMallii YYPeXIEHUs BTOPOTO YPOBHSI, Tie
B HaCTOsIIIIee BpPeMsI TMOJIydaeT Creln(pUIECKYIO MPOTH-
BOTYOEpKYJIE3HYIO Teparnuio pudaMIULIMHOM, MHUpa3u-
HaMUIOM, MOKCH(DIIOKCAIIMHOM, JIMHE30IUIOM U aMUKa-
rHOM. COCTOSTHUE TTAlIMEHTKY Ha MOMEHT HaIlCaHUsI
CTaTbW OCTAETCST CTAOMIIBHO TSIKEJIBIM 32 CUET IbIXaTelTh-
HOI HEIOCTATOYHOCTH.

Marp pebeHKa yMmepsia OT TSIKEJI0TO MYJbTUCUCTEM-
HOTO BOCTAJIMTEJILHOTO CHHApoMa Ha (oHe WH EK-
mun COVID-19 u obGoctpeHusi TyOepkyJie3a JEeTKUX
Ha 43-11 eHb Iocjie poIoB.

Knnnnyecknii cmygaii No2. [larmeHTtka 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. tMarHOCTUPOBAH TUCCEMUHM-
pOBaHHBIN TyOepKysie3 Jierkux (MUKOOakTepusi TyOpe-
Kkyne3a +). C 2017 r. XeHImuMHa y pTU3MaTpa He HAOIIO-

Puc. 1. PenrtrenorpaMma OpranoB TPyAHOl KIETKM Namu-

entku T.: JBYCTOPOHHSISI MOJIMCErMEHTAPHAS IHEBMOHMS
KaK MposiBJieHHe BPOXKIEHHOrO TyOepKyJie3a JIerkKux.

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

Jloneononos U.C. u coaem. BpoxneHHBII TyOepKyJIe3 JerKuxX

Janach M CIelIU(UYecKylo Tepanuio He TMoJyJaia.
InaneHTa GblTa YHUYTOXEHa 6e3 ee OCMOTpa Meau-
LIMHCKUM TiepcoHanoM. PeGeHoK mocTaBiieH B OTaee-
Hue aHectesuonoruv u peanumauuu 'BY3 JITKB Nol
r. TBepu Ha 1-e cyTku XXu3Hu. [1pu nmoctyrieHuu odIee
COCTOSTHUE TsIKesloe, OOYCIOBIEHHOE HEIOHOIIEHHO-
CTBIO M HaApPYUIEHUSMU B HEBPOJOTMYECKOM CTaTyce
(CMHIPOM YIHETEHMS ¢ 3JeMEHTaMU THIIEPBO30YINMO-
ctu). bonbioit porauyok 1,0%1,0 cM, pediekcbl HOBO-
POXIECHHOTO BBITIOHSAIOTCA M30UpATEIbHO, MbIIIEY-
HBII TOHYC CHWXXeH. Ham JlerkuMu mepKyTOPHBIN 3BYK
C KOPOOOYHBIM OTTEHKOM, B3AyTHE TPYIHON KIIETKH.
JIpIxaHue TIPOBOAMIOCH BO BCE OTHOENbI JIETKUX, XPUITBI
He BbICAymMBanuch. Yactora apixaHuit 50 B MUHYTY.
ToHBI cepana rpOMKHUE, CUCTOJIUYECKUI IYyM BO BTO-
poM Mexpebepbe. YacTtoTa cepaeyHBIX COKpalleHU
150—160 yn/muH. TTeyeHb +2 cM HUXe peGepHOI IyTH,
MaJbIIMPOBAJICS Kpail cele3eHKU. Ha peHTreHOoTpaMMme
OpPraHoOB TPYIHOW KJIETKM TPU TOCTYIJICHUU MaTOJIO-
rus He BBIsIBIeHa. MapKepbl BpOXKIEHHBIX MHOEKIINIA
(TORCH) orpuuarensHble. BHyTpukoxHast TyOep-
kynuHoBasi mipoba ¢ 2 TE 23.05.2019 r. orpunarenb-
Hag yepe3 72 4. Bakmmnaumsa BLI2K He mpoBomgumacsk.
ITocne koHcymbTaluu (TU3MATPA, AUATHOCTUPOBAB-
IIeTO CeMEMHBII KOHTAKT I10 TyOepKyJie3y, HauaTa Tepa-
nus GTUBazuIOM. AHaJIU3bl KPOBU A0 3 HEI KU3HU
0e3 matojioruu. B Bo3pacre 1 mMec BoIsiBJIeHa aHeMus |
crerneHu (reMoryio0uH 92 r/m) u eiikounTtos no 14,6:10°
/71 6e3 U3BMeHEeHU B JielikouuTapHoit opmyie. B nanb-
HelileM aHeMusl TIporpeccupoBaia 1o 83 r/n 6e3 Kin-
HUYECKU 3HAYNMBIX U3MEHEHUI B KOJIMYECTBE TPOMOO-
LIUTOB U JIEHKOIIUTOB.

B Bospacte 52 nmHS XKM3HM TIOSIBUJIMCH OJIBIIIKA
10 65 B MUHYTY U HETIPOAYKTUBHBIN Katienb. [Tpn peHT-
reHorpacn OpraHOB TPYIHON KJIETKU BBISIBJIEHA IBY-
CTOPOHHSISI TTHEBMOHUSI B HUXKHUX JOJSIX U B BEepXHE
JIoJIe cJIeBa ¢ TUTIOBEHTWISILIME! B BepHeil moJie cripaBsa.
PeGeHok ObUI  TIOBTOPHO OCMOTpPEH  (DTU3MATPOM,
HO IMarHO3 BPOXIEHHOIO TyOepKyJie3a He ObUl BbICTaB-
JeH. DusukKalbHble M3MEHEHUsI B JIETKUX HE BBISB-
neHsl. [IpoBeneHbl 3 Kypca aHTMOAKTepUaIbHON Tepa-
nuu 6e3 apdexra. 3a Bpemst JieueHus 00I1Iee COCTOSTHUE
pebeHKa OCTaBaJIOCh CPETHETSIKETbIM 0e3 OTpUIIaTelTh-
HOW IWHAMUKW. YUYUTHIBasi MEepUHATATbHBIA KOHTAKT
o TYyOepKyJie3y, K JISUeHUIO TO00aBUIN N30HMA3UIT, aMU-
HOCAJTUIIVIIOBYIO KUCJIOTY M JIeBO(MIIOKCAIIVH.

B Bo3pacte 75 nHeii cocTosiHUe pedeHKa pe3Ko yXy/i-
IIWJIOCh, HAOJMI0JAJI0Ch YCUIEHWE ONIBIIIKU, OPOHXO-
OOCTPYKTUBHBIN cuHIpoM, necatypauus (SO, 90—92%
Ha aTtMocdepHOM Kuciopoae). Ha peHTreHorpamme
OpPraHoOB T'PYIHOM KJIETKM COXpaHsIaCh OY4aroBO-CIIUB-
Hasi MHOWIbTpALUs U BIEpBbIe OTMEYeHO (OPMUPO-
BaHUE TIOJIOCTU AeCTPYyKIMU B BepxHe#t noje. Ha ¢one
VXYAIIEHUS] COCTOSIHUSI peGeHKa M B CBA3M C OTCYT-
CTBUEM TIOJIOKUTEbHOM PEHTIeHOJOTUYECKON TUHA-
MUKM OBIIO pelieHo o0cienoBaTh pebeHKa B IENsIX
BBISBIIEHUSI BpOXIeHHOTo TyOepkyne3a. Ilpm aHa-
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JIN3e MPOMBIBHBIX BOJ Xenynka MetogoMm Gene Xpert
Ha 96-i1 neHb xu3Hu JHK MukoGakTepuu tybepKyiiesa
He oOHapyxXeHa. MeToloM JTIOMUHUCLIEHTHONH MHUKpPO-
CKOIMMMU OOHApYyXKeHBbI KOJOHWU KHCIOTOYCTONIUBBIX
bakrepuit 4 KYM B 100 11/3p, 0qHaKO AMarHo3 BPOX-
IIEHHOTO TyOepKyJe3a He ObLJI BBICTaB/IeH (hTU3NATPAMU.
UYepes 7 nueit (102-i1 AeHb XXU3HM) TPU MOBTOPHOM aHa-
Ju3e acrnupara u3 xeiaynka ooHapyxeHa JIHK muko-
bakTepun TyOepkyne3a meromom Gene Xpert. Hamm-
yne M. tuberulosis TONTBEPXKACHO PaIUOMETPUUECCKUM
metonoM BACTEC. Bbakrepuonormyecku oOHapyxKeHa
MukobakTepus Tyoepkynesa (5 KYM B 100 n/3p), pe3u-
CTEHTHas K pUDaMITUILIHY.

BoictaBnen mguarno3: P37.0. BpoxmeHHBIN TyOep-
KyJie3, MukobOakrepuu TyOepkynesza (+), TyOepkynes
BHYTPUTPYIHBIX JMMbaTHUdecKux y3iaoB. [Ipu aHammuse
JIEKapCTBEHHOIW YYBCTBUTEJIBLHOCTU OOHApyXeHa IIUpo-
Kasl JIeKapCTBEHHasl yCTOMUMBOCTh K m3oHuasumy (H),
pudammuuuny (R), nupasunamuny (Z), odaokcalmHy
(0fl), kanamunmny (K) n kanpeomuiinny (Cap). Jlekap-
CTBEHHAs YYBCTBUTEJIBHOCTb COXpaHeHa K JIeBO(IIOK-
caimny (Lev), amuHocanumunosoii kuciore (PAS),
nporrnoHamuny (Pt). HazHauena tepamnus: quHe30uMI,
aMMKaIlMH, aMUHOCAIMIINIIOBAsT KUCIOTa, MOKCUMIIOK-
cauvH, TMpasuHaMua. KowmmblioTepHass ToMorpadust
IPYIHOM KJIeTKU B oKTsI0pe 2019 r. mpogeMoHCcTpupoBaia
OOIIMpHBIE 30HBI WHGWIBTPALIMA, MHOTOUYMCIEHHBIE
MPONYKTUBHBIE, TIPEMMYIIECTBEHHO IapaBa3ajibHbIe,
ovaru 710 4,5 MM U KOHTIJIOMepaTbl OpOHXOTYJIbMOHAIb-
HBIX, MapaTpaxealbHbIX U OU(pYPKAIIMOHHBIX JTUMMaT-
YecKuX y3510B. Ha KOMIbIOTEpHOI TOMOTpaMMe OpraHOB
OpIOIITHOW MOJIOCTH OOHapyXeHa M30JUpOBaHHAas Terna-
TOCTIJIEHOMETAJTHS.

KJINMHUYECKUE CJTYHAU

Ilocne 6 Mec Tepamuu Ha  MYJBTUCITHPATb-
HOI KOMITBIOTEPHOU TOMOrpaMMe TPYIHOU KIETKU
ot 10.03.2020 r. oTMeueHa BbIpaxkeHHasl MOJIOKUTETbHAsI
IMHAMMKa, COXpaHsuiMch B S4,5,6 cripaBa MHOTOYMC-
JICHHbIE MeJIKME 0 3 MM TIPOIYyKTUBHbIE OYaru, ciieBa
B S5 — eOWHWYHBIM TMPONYKTUBHBIN OdYar pasMepoM
mo 2 MMm. B 3amHmMxX cermeHTax ¢ 00emxX CTOPOH OIIpe-
NEeSTUCh  YYacTKU IMHeBModuopo3a. bpoHxomyiabsMo-
HaJIbHBIE Y3JIbI C 00EUX CTOPOH HECKOJbKO YBEJIWYEHbI
¢ MEJIKUMHU 10 2 MM KaJlbliMHaTaMu. [lapaTpaxeanabHbie
u O6udypkalMoHHbIe JUMbaTUIYeCKe y3JIbl HE YBEJIM-
yeHbl. KOCBEHHBIE TIPU3HAKU JIETOYHON TUTEPTEH3UUN
(puc. 2). B Bo3pacte | roga 3 Mec Macca Tesna pebeHka
7550 r. PazBuBaetcs 1o Bo3pacty: cuaut ¢ 8 mec, B 1 ron
XOIUT C TIomnepxkKoi, 3yboB 12. Ham nerkumu 1mys-
pWIbHOE IbIXaHWe, XPUIIOB HeT. [lapeHXWMaTo3HbIE
opraHbl He yBeJM4eHbl. PeOeHKy ObLIM Ha3HAYeHBbI OTe-
KYHBI, U OHa npoxposrkaia JeueHue B ®I'BY «<HMUILI
®ITU». Ha xomrmbioTepHOi ToMOrpamMmme uepe3 10 mec
(14.08.2020r.) oOT Hayajna Tepanmuu OTPULIATETbHON
MUHAMUKW He BbIABICHO. B Hacrosiiee Bpemsi cOCTOSI-
HUe pebeHKa YIOBJIETBOPUTEIbHOE, PA3BUTHE MO BO3pa-
cty. [Ipu3HaKoB aKTUBHOTO TYyOEpKYJE3HOTo Mpoliecca
HeT. InuTenbHOCTD crieliuuecKoi Teparnuum cocTaBuia
12 Mmec, Tipu 3TOM SIBJIGHWIT TOKCUYHOCTU BbIlie | cre-
TMEHU CO CTOPOHBI OPTAHOB U CUCTEM HE OTMEYAJIOCh.

OOcyxaeHue

BpoxxneHHBII TyOepKyne3 IpeacTaBiIsieT 3HAUNTEIhb-
HBIE CJIOXKHOCTH I TMAaTHOCTUKM TeauaTpaMy M Heo-
HATOJOTaMMU B CBSI3WM C TeM, UTO BCTpedaeTCs KpaliHe
PEAKO M OTIMYAETCST TTOJIMMOP(GHOCTHIO CUMITTOMATUKM.
BospacT Hayana BpoXIEHHOTro TyOepKysie3a HeoIuHa-

Puc. 2. KoMnboTepHas TOMOIPAMMa OPraHOB IPYIHOI KJIETKH MANMEHTKH A.: cocTosnue nocje 10 Mec mpoTMBOTYO€EPKY.Ie€3HO# Te-
pamuu (pexxkum IV).

a4 — TOHKMMH CTPEJKAMHM OTMEYEHbI KAJIbIMUHATHI B OPOHXOIMYIbMAHAIBHBIX JTMM(ATHYECKUX Y3/1aX, TOJCTBIMU CTPEJIKAMH — Hie-
pudponxua bHas HHGUILTPanus, ciieBa Ha (hoHe hopmupyronierocst mueBMo(puopo3a; 6 — cjeBa (TOHKas CTPeJIKa) — MeJIKHe CO-
JIM/IHBIE 0YATH B CPeIHeil 1o0Je, cnpaBa (TOJCTAs CTPesika) — MepHOPOHXOBACKYJISAPHAS MHMWUIBTPANNS JETOYHON TKAHHU, YIACTOK
nHeBMoGuoOpo3a.

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. HoBOpOXXIEeHHBIE ¢ BPOXIEHHBIM TYyOEpKyJIe30M
MOTYT UMETh CUMITOMBI yXXe TIpU POXKIECHWH, OTHAKO
yalle KJIMHUYECKHE TPOSIBJICHUs NeOI0TUPYIOT B Teue-
HUE HECKOJbKUX IHEW WM HeIeNlb IOCie POXICHUS.
Bpemss Hauana maHudecTauuu 3a00j€BaHUS 3aBUCHUT
Kak OT TMyTH MHQUIIMPOBaHUS pedeHKa, TaK U OT OCO-
OEHHOCTE UMMYHHOI CHUCTeMbI HOBOPOXIEHHOTO [7].

CpenHuUil BO3pacT Hayaja BPOXIEHHOTO TYyOepKy-
Jie3a cocTapisieT 24 aHsl XU3HU pebeHka (auamnaszoH ot |
1o 84 nHeit), oHAKO Y HEKOTOPBIX MAIIMEHTOB CUMITTOMBI
He pa3BUBAJIUCh 10 3 MeC TOCJie POKACHUS WU JOJIbIIe
[8—11]. Camast OGomblasi TPOAOKUTEIBHOCTD MEXIy
pOXIEHWEM W TIOSBJIEHUMEM CHMIITOMOB COCTaBWIIA
154 nust [12]. JaHHBIE JUTEpaTyphbl yKa3bIBalOT Ha TO,
4710 Y 67% TallMEeHTOB CUMIITOMBI Pa3BUBAIOTCS B TEUEHUE
3 Hen mocite poxkaeHus. [1py 3TOM MalMeHTHI, Y KOTOPBIX
CHUMIITOMBI Pa3BUJIUCh B TeUEHHE MEPBBIX 7 AHEH, COCTaB-
ssoT 20% Beex JIMILL ¢ BPOXKIEHHBIM TyOepKyJie3oM |3, 6].
MmeeTcst TO3UTUBHASI KOPPEJISILIVS TSKECTH MH(MEKITMOH-
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, JeUeHue KOTOPOro Tpe-
60oBaji0 TIPOBEICHUST BA30OIPECCOPHOM Tepariu, MCKYC-
CTBEHHOM BEHTWJISILIMU JIETKUX W B UTOTE DKCTPAKOPITO-
payIbHOI MeMOpaHHOI OKCUTEHAIIVH.

Kaunuueckas kapmuna. Haubonee pacripocTpaHeH-
HBI CUMITTOMBI U CBSI3aHHBIE C HUMU YaCTOTHI, CBSI3aH-
HbIe C BPOXIEHHBIM/TIEPUHATAJIBHBIM TYOEPKYJIe30M,
0 KOTOphIX coobmanock ¢ 1946 mo 2019 r.: pecniupa-
TopHbIi nuctpecc (70%), nmuxopanka (67—70%), yBe-
JINYeHUe TIeYeHN U/Uu cene3eHku (38—67%), BAIOCTD
WA MIepUoabl pasapaxutebHocTu (19—40%), B3myTHe
xuBoTa (21—24%) wm pernoHapHas JuMbaaeHOTaTUs
(5—14%) [3, 11]. B 10—13% cny4yaeB pa3BUBaETCSI CyI0-
poxHBbI cuHApoMm [3]. M3-3a OTCYTCTBUSI UMMYHHOTO
OTBeTa XO3sIMHA BPOXKACHHBIN TyOepKYyJie3 IO CYyTH SIBJISI-
eTCs CUCTEMHBIM TUCCEMUHUPOBAHHBIM TYOEpPKYJIE30M.
B undeknumronHoM npouecce 3aaefiCTBOBaHbI, KaK Mpa-
BWJIO, HECKOJILKO OPraHOB, HO B TIEPBYIO Oouepe/b JieTr-
kue. OnucaHbl TakxKe creuu@uueckue TOopaxKeHUs
MeYyeHu, celle3eHKU, TUMOaTUIeCKUX Yy3J0B, TOYEK,
HaIMOYEeYHUKOB, TUMYyca, TyOepKyJe3 IIeBphl, Tyoep-
KYJIE3HBI MEHUHTUT W TyOepKYJIe3HbII TEPUTOHUT
[3, 6, 14]. OcioXHEHUSIMHU BPOXIEHHOTO TyOepKyJie3a
CIyKaT CENTHUEMMSI, CUHAPOM IUCCEMUHUPOBAHHOTO
CBEPTHIBAHUS, MYJIbTUCUCTEMHBIN BOCTIATUTEIbHBIN
CUHAPOM U BTOPUYHBINM TreMaTo(harouuTapHBIA JTUM-
doructuonuros [6, 8, 15]. OgHAKO 3TU KIUHUYECKUE
MPOSIBICHNUS Heceln(GUIHb U aHAJIOTUIHBI TAKOBBIM
MpY  APYTMX WHQMEKIMOHHBIX 3a00JeBaHUSIX, TaKHUX
Kak OakTepualibHasi ITHEBMOHUS, CEICUC, TeIaTuT,
THOMHBIT MEHWUHTUT, BPOXIEHHBbIE BUPYCHbIE MH(MEK-
LIUU, TOKcoTa3mo3. PdusnKanbHass KapTUHA CKyIHas,
nIaxke B cliydae OOJIBIION TUTOIIAIW MOPaskeHUs JIETKUX
U pa3BUTUS JbIXaTeJIbHOW HEAOCTAaTOYHOCTU. B mccie-
MIOBaHWUM, BKIIOUMBIIEM 92 pebeHKa ¢ BPOXIECHHBIM

Jloneononos U.C. u coaem. BpoxneHHBII TyOepKyJIe3 JerKuxX

TyOepKyJIe30M, YacToTa Kalljis B TpymIe ¢ HavyaloM
3a0o0seBaHMsI B Bo3pacTe >14 nmHel Oblia TOCTOBEPHO
BBIIIIE, YeM B TPYIINe ¢ HayajoM B Bo3pacte <14 mHeit
(65% mipotus 42%)=0,026). OgHaKO BHE 3aBUCUMOCTH
OT BO3pacTa Hayajia BJIa)XHbIE XPUITBI B JIETKUX BCTpE-
yanuch peako (29 u 39% cootrBerctBeHHO; p=0,3,) [3].
HarmpoTtuB, matojorndeckasi XeiaTyXxa U THUIEpOMIUPY-
OUHEeMUs BCTpedasach Yalile B IpyrIe ¢ paHHUM Hava-
JIOM BpoOXIeHHOro Tybepkyne3a (32 u 14% cooTrBet-
ctBeHHO; p=0,04).

TMono3peHne Ha BPOXIEHHBIN TyOepKyse3 MOJIKHO
BO3HUKHYTh B CJTydae, €CJIM Y HOBOPOKIEHHOTO ¢ MH(DEK-
LIMOHHBIM CUHIPOMOM U PEHTTEHOJIOTMIECKOM KapTUHOM
IMMTHEBMOHUY HET TOJIOXUTETbHOM NTUHAMUKK Ha (PoHe
Teparny aHTUOMOTUKAMM IITMPOKOTO CITEKTpa JEUCTBUS.
WccnenoBanus mokaszanu, 4to y 96% HOBOPOXIEHHBIX
C BPOXIEHHBIM TYOEpKYJIe30M He HaOJI0IaI0Ch YIydIle-
HUe B TedyeHUe 96 4 1 Gojiee OT Havajga aHTUOMOTUKOTE-
panuu [16]. TTocne uckimoYeHUsT TPUOKOBBIX MH(MEKLIMI
cJIeyeT TIPEAIOIOXKUTD BPOXKICHHBIN TyOepKyJie3 y IeTeit
MITafIIe 2 Mec ¢ JIMXOPanKou, ITHEBMOHMEN, TeraToCIIIe-
HOMeTaJIueil Uiu CercucoM 6e3 MO3UTHBHON TeMOKYJTb-
TYpPBI, TeM GoJiee €CIT UMEETCST COOTBETCTBYIOIINI ceMeii-
HBIM WY COLIMA/IbHBIN aHAMHE3.

B 060ux onmuchIBaeMBbIX HAMU CIy9aeB BpPeMsI MOSIB-
JIGHUsI TIEPBBIX CUMIITOMOB, 27 1 52 NIHSI XWU3HU COOT-
BETCTBEHHO, M MIX XapaKTep B BUIE OIBIIIKH, TUXOPAIKH,
MOSIBJIEHUsI Kallllsd, CHUXXEHWsI HachllleHnsT (caTypa-
IIMU) KPOBU KUCJIOPOIOM MPH XapaKTepHOW PEHTTEHO-
JIOTUYECKON KapTHe WHQUILTPATUBHOTO IBYCTOPOH-
HETO TOpaKeHUS JIETKUX TOJTHOCThIO COOTBETCTBOBAIHA
OIMUCBHIBAEMBIM paHee I BPOXIEHHOTO TyOepKyle3a
C TopakeHueM JeTKuX. ¥ o00uX MaluueHTOB OTCYTCTBO-
BaJla ayCKyJIbTaTUBHAasl KApTUHA, XapaKTepHasi UIsl OpOoH-
XMOJIUTA W TIONIMCeTMEHTAapHON mHeBMoHuu. HecMmo-
TPS Ha HaJM4Me B OMHOM ciydae TyOepKyJie3a y MaTepu
¢ BBIIEJIEHUEM MHUKOOAKTepuU TyOepKyie3a, a B IPYTrOM
MOATBEPKIACHHOTO TyOepKyJie3a BHYTPUTPYIHBIX JIMM-
darnyeckux y310B y cubanmHroB 1 BUY-mo3utuBHOI
MaTepu, TPaBWIbHBIA JUArHO3 OB  TPEANOIOXEH
TOJIBKO MOCJIe YXYIIIEHUSI COCTOSTHUS TallieHTa Ha (DOHe
Tepanmuyd aHTUOMOTUKAMU IIUPOKOTO CIIEKTpa B Teye-
Hue 1,5—2 Hen. bomee Toro, nmmarHo3 BpOXKIEHHOTO
TyOepKysie3a OblT MEPBUYHO OTBEPTHYT (PTU3UATPOM,
HECMOTpPST Ha CeMEWHBI aHaMHe3 M KIMHUKO-PEeHTTe-
HOJIOTUYECKYIO KapTuHY. JIMarHo3 MOT OBITb TIPEIIo-
JIOXXEH paHbllle, eclii Obl MPOBOIMUIOCH MCCIIeIOBaHUE
TJTIALIEHTHI, HO B 000MX CUTYallUsIX MPH JOMAIITHUX POaax
TUTALIEHTHI OBUTM YHUYTOXEHBI.

Huaenocmuxa. B 1994r. M.F. Cantwell u coast. [8]
MPEIJIOKWIA KPUTEPUN TSI TUATHOCTUKU BPOXICHHOTO
TyOepKyJie3a. [lepBblii 1 OCHOBHOI KpuUTepuili — TIOMI-
TBEPXKIEHHOE TyOepKy/Ie3HOoe TMOopaxeHne, 3a KOTO-
PBIM ClienyeT XOTs Obl ONWH W3 CIIEAYIOIIMX KPUTEPHUEB:
1) HamMYKMe TTopaXkeHW i, BOSHUKAIOIIINX B TIEPBYIO HENEITIO
SKU3HU, 2) HaTMYKe TIEPBUYHOTO TIEUeHOYHOTO KOMILTEKCa
WV Ka3eO3HBIX TIEYEHOUHBIX TpaHysieM, 3) Hajudue
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TyOepKyJIe3HOM WH(MEKIIUM TIALEHTH WX MaTePUHCKUX
TTOJIOBBIX TTyTeii 1 4) BISIBIIEHUE KOHTAKTOB JIJISI UCKITIOUe-
HUSI IOCTHATAJIbHOM nepenayn [8].

BrorsgBienne MukobakTepuii TyOepKyJie3a ¢ TOMOIILIO
KYIbTyp M3 OMOJOTUYECKMX JKUIKOCTEN, MUKPOCKOTTUN
MpU CHeaTbHOM OKPAIIMBAaHUM Ha KHUCIOTOYCTONYM-
BBIX OaKTepWili WM OMOIICUM TKAaHEH CYUTAETCS «30J10-
TBIM CTaHIAPTOM» TMATHOCTUKU TyOepKye3a. [Tpenbimy-
1I1e UCCIIeIOBaHMS TTIOKa3aJI, YTO aCITUPaThl U3 JKeJTyaKa
WO Tpaxen OBUIM TIONOXUTEeNbHBIMU Yy 80% nmeteii
C BPOXIEHHBIM TyOepKyse3oM [6, 17]. TybGepKyirHOBbIE
MPOOBI, KaK U B 000UX MPEeACTaBICHHBIX HAMU CITyJasXx,
yalle HeraTMBHBIE Ha MOMEHT TIOCTAHOBKM JMarHO3a
B CBSI3U C TeM, YTO MMMYHHasl CUCTeMa HOBOPOXKICH-
HBIX HEMOJHOLeHHA. [laxke eclii TyOepKYJIMHOBBIE TECTBI
WX pe3yJibTaThl OOHapyxXeHusi aHTuTen K M. tubercu-
losis oTpuIIaTeTbHBIE, BPOXIEHHBIN TyOepKyJie3 HeJb3sT
nckmountb. OoHapyxenue JIHK M. tuberculosis B OpoH-
X0aJTbBEONIIPHON JIaBaXXHOW XKMIKOCTH WJIW acIlupaTe
comepxxumoro xemynka merogoM IILIP — BeicOoKOa(]-
(beKTUBHBIN MeTON AMATHOCTUKU TyOepKyses3a, OXHAKO
1 oH He obecrnieunBaeT 100% BBIIBISIEMOCTH BPOXICH-
HOTO Ty6epKyJe3a [3, 6]. Y omHOro u3 HallluX MalieHTOB,
HECMOTPS Ha HaJIMYMe aKTUBHOTO MpOILIecca B JIETOYHOM
TkaHu ¢ pecrpykumeit, JIHK-amarHoctrka He T103BO-
JIJIa ¢ TIepBOTo pasa BeIIBUTH M. Tuberculosis i TOMbKO
IMOBTOPHOE TECTUPOBaHME yepe3 2 Hejd acmupaTa Key-
JIOYHOTO COIEPKUMOTO TIPUBEJIO K IIOCTAHOBKE MPaBUITb-
HOTO TMarHo3a.

Kak B 060ux Hammx HabmoaeHUX, Y 98 % nmauneHTOB
C BPOXIEHHBIM TYOEpPKYJI€30M OTMEUAlOTCs M3MEHEHUS
pPa3IMYHOTO XapaKTepa B JIETOUHOM TKaHU Ha PEHTIeHO-
rpaMMax ¥ KOMITbIOTepHOIT Tomorpamme. B 35—45% cay-
yaeB OOHapyXuBaloTcs AUMGY3HbIE MIJTMApHbBIE Y3ETKI
" B 36% — nuddy3Hble MHOUIBTPATUBHBIE U3MEHEHMS,
uMmuTupytome nmaesMonuto [3, 11]. OnHako crtaHmapT-
Hasg peHTreHorpauss He TO3BOJSIET TOYHO YCTaHO-
BUTh JMArHO3. YJbTPa3BYKOBOE HCCIEIOBaHUE OpPIOII-
HOM TIOJIOCTM TIOJIE3HO ISl JAVATHOCTUKU TTOpaXKeHW
Me4YeHu, CceJie3eHKN, 3a0pIOIIMHHBIX JMMQPaTHIeCKIX
V3JIOB M TIOYEK U TO3BOJISIET COPUEHTHUPOBATHCS Bpavy
C ITaJIbHEWIINM HallpaBieHHueM oOcienoBaHms. B HacTo-
stiiee BpeMsl MaleHTaM ¢ MoA03peHeM Ha BPOXKICHHBII
TyOepKyJIe3 ceayeT TMPOBOAUTL KOMITBIOTEPHYIO TOMO-
rpaduio TPYIHON KJIETKU U OPIOIIHOM MOJI0CTH, KOTOpast
MTO3BOJIIET GoJiee JOCTOBEPHO OIIEHUTH XapaKTep Iopa-
SKEHWI 1 TIPEITOIOXKUTD TUarHo3 A0 €ro JJabopaTopHOTO
noaTeepxkneHus. [Ipu aToM npu mepBUYHOM 00CIIEnO0-
BaHUU He BBISIBIISTIOTCS aHOMAJIMM B JIETKUX M OpraHax
OprotrHoi Tooct! B 2,5—5% n 25% ciny4aeB COOTBET-
CTBEHHO, UTO JUKTYET HEOOXOAUMOCTh aKTUBHOTO TMHA-
MHMUYECKOTO HaOMIONEeHNS 3a U3MEHEHUSMU Pe3yIbTaToB
BU3yaJu3aluy y MAalMeHTOB ¢ TMOJ03pEHHEM Ha BPOXK-
IeHHBI TyOepkyne3 [3, 11]. OrtcyrcTBMe ITaTOJIOTUM
Ha paHHEM OJTalle PEHTTeHOJOTMYECKON IUAarHOCTUKU
TpY XapaKTepHOM aHaMHe3¢ W MOA03PUTETbHON KITMHU-
YeCKOM KapTHHE He MOXKET UCKITIOUMTh 3a00JIeBaHUE.

KJINMHUYECKUE CJTYHAU

YacToTa BBIIBICHUS TeMaTOCTUIEHOMETAINU MOXET
nocTuraTth 75% W MpencTaBisieT HaMboJee YacTylo peHT-
TeHOJIOTMUYECKYIO HAXOIKY Y TAlIMEHTOB C BPOXICHHBIM
TyOepkyne3om [5, 11]. IIpu aTom yBenuueHue pa3mMepoB
TMEeYEHU U CeJIe3eHKN MOXET MPEeIIecCTBOBATh Pa3BUTHIO
04YaroB B JIETKUX U, KaK B HallleM cJTyyae, MaHUMeCTUpO-
BaTh Yepe3 HECKOJbKO HeleNIb MOCIe, oTpaXxasi BOCTIaI-
TeJbHbIE U UMMYHOOTIOCPEIOBaHHBIE MPOLIECCHI.

Mamepunckuii mybepkyaes. B nmepuon 6epeMeHHOCTH
HaOMomaeTcsT COCTOSTHME (DU3MOJIOTUYECKOM WMMMYHO-
CYTIpecCHy, HampaBJIeHHOW Ha HEIOMyIIEeHHe OTTOpXKe-
Hus Tuioma, Hecymero HLA-anturenst otma. Mcxons
W3 3TOTO PUCK aKTUBALIMU APEMITIOIIEH VUTH KITMHUYECKU
3HAYMMOM TyOepKyJie3HOl MH(peKIMu BO Bpemsi Oepe-
MEHHOCTHU TIOBBIIIIEH, YTO TPUBOAUT K TTOBBIIIEHHOMY
PYICKY pa3BUTHS BpOXKIEHHOTro TyOepKyse3a [18]. B omy6-
JIMKOBAaHHBIX OTYeTaX OOHApyXKeHO, 4YTO Y JKEHIIWH
B MOCJIEPOIOBOM TIEPUOIE PEaKTUBUPYETCS WM OOHapy-
JKMBaeTcs TyOepKyJie3 B 2 pa3a yalle, yeM y HeOepeMeH-
HbIX XeHIIUH [19]. TToaTomMy OOIIENPUHSTHIE CKPUHUHT
Ha JIATEHTHYIO WIM aKTUBHYIO TyOepKyJIe3HYyI0 MH(pEK-
LIMI0 BO BpeMsi OEpeMEHHOCTHM WMeeT pellarollee 3Ha-
YeHWe UTS BBISIBJICHUS HE TOJBKO TUCCEMUHMPOBAHHBIX
dopM 3a001eBaHNsI, HO M TyOEPKYyJie3a ITOJI0OBLIX OPraHOB
(TyGepkyne3 sHmomeTpus, 1eiiku matku) [3]. W. Peng
u coaBT. [11] mokazanu, uyto y 162 (95%) matepeit 170
JeTell ¢ BPOXKIEHHBIM TyOepKY/Ie30M HaOMonaiCh TTPo-
SIBJIEHWSI aKTUBHOTO TyOepKyJie3a Ha TPOTSIKEHUU BCei
6GepeMEeHHOCTH WIK B TIOCTIepoa0oBOM rieprose. [1pu atom
1o 6epemeHHOCTH Y 121 (75%) n3 HUX TyGepKyie3 He ObIT
JIUATHOCTUPOBaH. B Ipyrom McciaenoBaHUM aHTEHATallb-
HBIl aHAMHe3 TyOepKyse3a umencs y 77% 6GepeMeHHBIX
Matepeit. TyOepKyie3 JeTKUX BhISIBIIeH B 85%, TyGepKy-
JIe3 penpoayKTUBHOM cucteMbl — B 11% u TybepKyiie3
mianeHTsl — B 1 ciydae. ITpu atom TobKo y 23% marte-
peii Bo BpeMsT GepeMEHHOCTHM WMENIHNCh KIMHUYECKUE
MpOsIBJIEHUsT 3a00J1eBaHusI, a Y 68% pOAMIbHULL JUAarHO3
ObLT TTOCTaBJIeH T1ocie ponoB [3]. B myoaukanym N. Espir-
itu u coaBr. [18], aHamM3MpylomMx 32 cirydass BpOXKIEH-
HOTO TybepKyne3a, TobKo y 8 (25%) matepeit oTMeua-
JIUCh CUMITTOMBI 3a00JIeBaHUSI BO BpeMsT GepeMeHHOCTH.
B namem HaOmoneHMM y MaTepyd OTHOTO HOBOPOXKIEH-
HOTO OblJTa AMAarHOCTHpPOBaHa OTKPBITast (hopMa TyOepKy-
Jie3a 10 HACTYIIJIEHUST HACTOsIIIel 6epeMeHHOCTH, OTHAKO
B CBSI3M C aCOLIMATEHBIM 00pa30M XXU3HM 3Ta MaTh He TIPO-
XOIUJIa PETYJIIPHOTO JieYeHUs M HaOTIONEeHUs] B TIEPUOJ
oepemenHoct. B mpyrom ciayyae y BUY-nmosutuBHOI
Matepu TyOepKyine3 He ObUT IUAarHOCTUPOBAH, OTHAKO
cTaplye JeTU COCTOSUTM Ha yJeTe W TOJydau Teparuio
10 TOBOAY TyOepKysie3a BHYTPUTPYIHBIX JHUMbaTHUe-
cKkux y37moB. Takum 006pa3oM, MOXHO KOHCTaTHPOBATh,
YTO HEpeAKO IUarHo3 TyOepKyse3a CTaBUTCS MaTepu
PETPOCTIEKTUBHO TTOCJIEe TOTO, KaK Y pebeHKa ObuT 0OHapy-
JK€H BPOXIEHHBIN TyOepKyJie3. B 3TOM KOHTEKCTe MOJIb3y
MOTYT TIPUHECTHM TIIATEJLHBIII OCMOTpP M TIOCJEIyIolIee
TUCTOJIOTUYeCKOoe MccienoBaHue TmianeHThl [20]. OdyeHb
BaXXHO TIIATEJIBHO OOCHeNoBaTh MaTepeil HOBOPOXKICH-
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HBIX C TOIO3pPEeHNEeM Ha BPOXAEHHBIN TyOepkyne3. Ecim
y MaTepy BBISIBISIETCS aKTUBHBIN TyOepKyse3 BO BpeMst
OEpeMEHHOCT WJIM HETMOCPEJACTBEHHO TI0C]ie  POIOB,
TO HOBOPOXIEHHBIN HOKEH OBITh TECTUPOBAH Ha BPOXK-
NIEHHBIIA TYOepKyJie3 Jaxke B OTCYTCTBHE KIMHUYECKOMN
WV PEHTTEHOJIOTUYECKOM CUMITTOMATUKU.

Jlewenue u ucxod. B 1993 r. BO3 o0bsiBUa o TyOep-
KyJie3e KaK O IJ100aJbHOI Yyrpo3e YeJOBEeYEeCTBY U ISl €€
JukBuaanuu npemtoxwia crpareruto DOTS  (Directly
Observed Treatment Short-course), KoTopas OCHOBaHa
Ha CTaHAapTHOM 6—8-MeCTIHOI cXeMe JIeUeHHUs C UCTTONTb-
30BaHMEM 5 MpernapatoB (M30HUA3UI, pUMaMITULIIH, TTPU-
pasuHaMu, 3TaMOyTOoa U cTpenToMulinH) [21]. Tepanust
MePBOI TMHUM JJIST TIALIUEHTOB C BPOKIEHHBIM TyOEpKY-
JIE30M He OTJIMYAeTCs OT MPUMEHSIEMOI MPY IMTOCTHATATb-
HBIX (hopMax TyoepKyJesa [6, 11, 14]. MyageHIIbI JOJKHBI
nonyyatb uzoHuasun (10—15 mr/kr/cyr), pudamMnuuH
(10—20 wmr/xr/cyt), nupasuHamun (15—30 wmr/kr/cyr)
B KOMOMHauuu co crpentomutinHom (20—30 mr/kr/cyr)
wma 3TamoyronoMm (15—25 Mr/kr/cyt) B TeueHUe Tiep-
BBIX 2 Mec, 3aTeM M30HUA3UI U puaMITULIMH B TeUEHHE
4—10 Mec B 3aBUCUMOCTH OT TSIKECTH 32001 BAaHUS U KITU-
HUYECKOro orsera [6, 8, 22].

K coxaneHuio, B CBSI3M C pa3BUTHEM MHOXECTBEH-
HOW M IIMMPOKOM JIEKAPCTBEHHOW YCTOMYMBOCTU CTpaTe-
rust DOTS addexTrBHA He BO BCeX CllydasiX U HE BO BCEX
pernonax Mupa. CoBpeMeHHbIE KIIMHUYECKHE PEKOMEH-
nmaunn B Poccmiickoii Denepatiuy MpeanoiaraoT aud-
(bepeHIIMPOBAHHBIN TTOAXOA K Teparuu TyOepKyJIe3HOM
nHQEKIUU y AeTeil U TpeaiaraloT 5 6a30BbIX PEXUMOB
Teparnuy B 3aBUCUMOCTH OT pe3yJIbTaTOB MUKPOOMOJIOTH -
YECKOTO MCCIENOBAaHMSI, CTEIIEH! JIEKAPCTBEHHOM yCTOM-
YUBOCTU OaKTepuil W TIEPEeHOCUMOCTU JedeHus [23].
B ¢Bs131 ¢ BBISIBIIEHHO MOHOPE3UCTEHTHOCTHIO MUKODAK-
TEepUU TYOEpKyJie3a K M30HUA3UIY OHA U3 HAIIMX Tal-
EHTOK TIpoNoJKaeT roiydarh pexuM Il Ha 6aze pudam-
MUIMHA ¥ TTpa3iHamMuaa. Hampotus, Bo BTOpoM cliydae
B CBSI3U C BBISIBJIEHHON MHOXECTBEHHOM JIEKapCTBEHHOM
YCTOMYMBOCTBIO UTS JIEYEHUs TIAllMeHTa TPUMEHSIach
cxema, Oasmpytomasicss Ha IV pexume ¢ mobaBieHHeM
K TPamIWLIMOHHBIM MPOTUBOTYOEPKYJIE3HBIM TperapaTaM
nvHe3oauaa, (GTOPXMHOJIOHOB M MeporieHema. [IpoBe-
NIEHHBI MeTaaHaJIN3 BBISIBUJI CTAaTUCTUYECKU 3HAUYMMOE
CHITKeHNE CMEPTHOCTU Ha 9—23% y B3pOCIBIX IMMallieH-
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Current approaches to the diagnosis and treatment of lysosomal acid lipase deficiency
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JlednumT JTM30COMHOM KUCJIOM JIMNAa3bl — XPOHUYECKOe HAC/IENCTBEHHOE MPorpeccupyiomiee 3adojieBaHne, 3HAYNTEIbHO YXyIIa-
Io1Iee KauecTBO XKU3HU U BeAylliee K JeTaTbHOMY ucxony. B ocHoBe naTosiorum exut nedekr rena LIPA, Koaupyomero JU30COMHYI0
KHUCJIYIO JIMNA3y, KOTOPbIil MPUBOIUT K HAKOILIEHHIO CJIOKHBIX 3(hHPOB X0JieCTepUHA U TPUIIIMIEPUIOB B oprann3me. Kimnnyeckas
KapTuHa JeHIMTa JM30COMHONM KHCJIOM JIMNa3bl BeCbMa BapuadebHA: 0T ObICTPO NMPOrpeccUpyomieii JieTaabHoi HHpaAHTHIbHO
(hopMBbI U TSKEJBIX TeTCKMX BADHAHTOB C IIUPPO30M NeYeHn 1 HapyieHneM (hyHKIIMiA le4eHH B OPOCTKOBOM BO3pacTe 10 CyOK/In-
HHYECKHUX, MPAKTHYECKH 0eCCHMNTOMHBIX (hOPM, NMPOSIBJISIOIIMXCS B 3peJioM Bo3pacTe. B cBsA3M ¢ 3TUM OOJIBIIMHCTBO NMAIMEHTOB
0CTaIOTCS He0OCJIeJ0BAHHBIMH, A MATOJIOIUSI — He AMATHOCTUPOBAHHOM, MOITOMY OIIEHUTb PeaJbHYI0 3200J1eBaeMOCTh HACETeHUs
0YeHb CJI0KHO. B cTaThe onMcan KIMHUYECKHIi CIydail TMarHoCTHKH JeunuTa JU30COMHOM Kucoii mma3sl B PCO—Ananus, npo-
JIeMOHCTPUPOBaHbI 3 (eKTHBHOCTH U 0€30NACHOCTH MPOBOIMMOIT 3aMeCTHTEIbHOI (DepMEHTHOI Tepanuu.

Karoueevie caosa: demu, JAU30COMANbHAA KUCAAA AUuna3a, Hapyuienue ¢yHICI4MIZ neveru, HacaeocmeeHHast Namoao2us.

Ans untuposarus: Tebuesa V.C., basposa ®@.B., [abucosa I0.B., Typuesa C.B., 3uH4eHko P.A. CoBpeMeHHbIe Noaxoabl K ANarHoCTUKe 1 Jie-
YeHuIo feTel ¢ Ae@UUNTOM JIN30COMHOM KNCI0H 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 JINTIAa3bl — XPOHWYE-
ﬂ CKOe HacJIeZICTBEHHOE TIporpeccupymoliee 3adonena-
HUE, 3HAUUTEJILHO YXYIIIAIONIEe KAYECTBO XU3HU U BEIY-
1ee K JieTaJlbHOMY McXomy. B ocHOBE IMaTosiormu JeXUT
nedext reHa LIPA, KODUPYIOIIETo JIM30COMHYIO KUCITYIO
JITIAa3y, YTO TIPUBOAUT K HAKOIUIEHUIO CJIOKHBIX 3(UPOB

XOJecTepMHa W TPUIJMLEPUAOB B TI€YEHU, CeJIe3eHKE,
CTEHKAaxX KPOBEHOCHBIX COCYIOB M APYTUX TKaHsIX [1, 2].
Knaccupurayus. indbantuibHast hopma, Win 60J1e3Hb
BosnbMana, xapakTepusyeTcst 1e0I0TOM JUCTIENICUYEeCKUX
SIBJICHWIA B TIepBbIe THU W HEIEeNH XU3HU Ha (hoHe HU3-
KOW TIprOaBKU WJIM TMOTEPU MAacCChl 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 TPUTIULIEPUIOB 1O BeeMy opraHusmy. Tpya-
HOCTM BCKapMIIUBaHWUS W CHHIPOM MajbabcopOoiuu
BEAYT K UCTOILIEHMIO, 3aepKKe (PU3NIECKOTO Pa3BUTHS,
KOTOpBIE Ha (poHE HApyIIeHUST (PYHKIIMI TIeYeHN TTPUBO-
IISIT K CMEPTH TallMeHTa B TeYeHKE MePBOTO ro/ia KU3HMU.

IMo3nHsaa dopma 3aboneBaHus — 00JIE3Hb HaKOII-
JIeHUsT 2(UPOB XOJIeCTEpUHA TMPOSIBISETCS B JIETCKOM
MU B3pOCJIOM BO3pacTe remnarocrijieHoMmeranueit, gpuopo-
30M/IIMPPO3OM TIEYEHU, AUCTUNUAEMUE. DTOT BapuaHT
4yacTo TIpOTeKaeT OeCCUMIITOMHO, HaKoTuleHWe 3(pu-
pOB XoJiecTeprMHa W TPUTJIMLIEPUIOB B JIM30COMAaX BEIET
K pa3BUTHIO XapaKTEePHBIX MAaTOJIOTMYECKUX Tpeodpa-
30BaHU B TTeYeHU, TTOBBIIIEHUIO YPOBHS XOJIECTEPUHA,
TPUTJULIEPUIOB U TICYEHOYHBIX (DEPMEHTOB B KPOBH.
Kak npaBuiio, sietaqbHBII UCXOM HACTYMaeT BCIENCTBUE
MeYeHOYHOM HEeJOCTAaTOYHOCTHU M/WJIN YCKOPEHHOTO pa3-
BUTHSI aTepocKiiepo3a [3—5].

JlnarHo3 nmeduLMTa JM30COMHOM KMCJIOM JIMITA3hI
MOXET OBITb TPEAMOJIOXEH MPU reraTOMeraiuy, TTOBbI-
IIEHWU aKTUBHOCTU TpaHCaMMHAa3, TIpU3HaKaX cTeaTro3a
M HapylleHUsl JMITMIHOTO COCTaBa KpOBU (BBICOKHE
YPOBHU OOIIIETO XOJECTEPUMHA 3a CYET JIMMOMPOTEUIO0B
HU3KOM TIOTHOCTH Y TIOBBIIIEHUE YPOBHS TPUTIIMIIEPU-
JIOB, Ha (DOHE CHIXKEHMS YPOBHSI JIMTTONIPOTENUIOB BBICO-
Ko¥ ToTHOCTH). 1o MaHHBIM YIBTPa3BYKOBOTO MCCIIE-
JIOBAaHUST TMPU NePULINTE JTU30COMHON KUCIOM JIMTa3hl
HaOJIIOAIOTCSl YBEJIMUEHUE M CTeaTo3 TEeYeHU U pPexe
crieHoMeranus. 1o MaHHBIM MarHUTHO-pPE30HAHCHOM
ToMOTpar MOXKHO KOJIMYECTBEHHO OLIEHUTD JXUPOBYIO
IUCTpoUIO TIEYeHU, KOTOpasi HeoOXomauma IJjisi KOH-
TpoJisd 3(PPEeKTUBHOCTH 3aMECTUTEIbHON (PepMEHTHOI
tepanuu. OlEHKa aKTUBHOCTU JIM30COMHOMN KHCIIOM
JMmiasbl B cyxux nisgTHax KpoBu (dried blood spots, DBS)
OCYIIECTBIISIETCS B TIPUCYTCTBUU BBICOKOCTIELIM(UUHOTO
uHruouropa (Lalistat-2).

MeTonoM TMOATBEpKAAOIIel AUATHOCTUKU JTaH-
HOI TIaTOJIOTUM SIBJISIETCSI MOJIEKYJISIPHO-TEHETUUECKOe
HCClIeI0BaHNe, KOTOPOE TMO3BOJISIET BBISIBUTH MYTallUU
B reHe LIPA, pacnosioXXeHHOM Ha JJIMHHOM Iiede 10-i
xpomocombl (10g23.31). Onucano 96 BapuaHTOB MyTa-
LW, MPUBOISIINX K pa3BUTHIO 3abosieBaHus [6]. Hau-
0oJiee pacrpoCTpaHEHHbIN MATOTEHHbII BADUAHT B €BPO-
MEeNCKON MOMYJISIIUU — HapylIeHWe calTa CIUTaliCuHTa
(c.894G>A), KOTOpbIii TIPUBOIUT K CHUXEHUIO aKTUB-
HOCTH JIM30COMHOM KUCJIOW JUTAa3bl 10 95% OT HOPMBI.
IIpenaranbHast TMarHOCTUMKA peKOMEH1I0BaHa JJIs JTI000i
rocJieaytonieil 0epeMeHHOCTU B CEMBSIX, OTSITOIIEHHBIX
XOTsI ObI OMTHUM CJTy4yaeM Je(UuIInTa JM30COMHOM KUCIOM
smmnassl [1].

Bormpochl MONMyJSIIIMOHHOW TeHETUKM AedulinTa
JIM30COMHOI KUCJION JIMMAa3bl XOPOILIO U3YyUYEeHBI B €BPO-
reiickux ctpaHax. Tak, CKpUHUHT Ha HaJIM4ye MyTaluu
¢.894G>A cpenn 3m0poBBIX JoAeid B 3amamHoit I'ep-
MaHUM TTO3BOJIMJI OTMPEACIUTh PaclpoOCTPAaHEHHOCTh

KJINMHUYECKUE CJTYHAU

TeTepO3UTOT, KOTOpas COCTaBWJa MPUOIU3UTETBHO
1 Ha 200 yenmoBek. Tak Kak Ha ee JOJIO MPUXOIUTCS
50—60% Bcex MyTalMii, BCTpEUaIOIIUXCsl TTpU O00JIe3HU
HaKOTUIEHUsT 3(PUPOB XoJieCTepuHa, MPOTHO3Upyemast
pacrpoCTpaHEeHHOCTh TETEPO3UTOT ObIJIa OIlEHEHA MPU-
Onu3uTenbHo Kak 1 Ha 100 yesoBeK, YTO yKa3bIBaeT
Ha 4yacTOTy pa3BUTHUSI 3a00JIeBaHUS TPUOJIUZUTETBHO Y |
Ha 40 TeIC. yenoBex [7, 8].

Panee MBI omupannch MPEeUMYIIECTBEHHO Ha 3apy-
oexxHble naHHble. Briepsoie B Poccun B 2020 r. Ha 6a3ze
MeauKo-TeHeTUUEeCKOTO HAyJYHOTO IIeHTpa WM. aKajie-
muka H.I1. BoukoBa Oblia IpoBeieHA OlleHKA KIMHUKO-
SIMUAEMUOJIOTUYECKUX U TTOMYISIIMOHHO-TEHETUIECKUX
0COOEHHOCTe 3Tol maTojoruu. B Xome mcciemoBaHUs
MPOBOIMJICS OUOXUMMUYECKUN CKPUHMHT Ha JePUIINT
JIU30COMHO KWCJION JIMTa3bl Yy MallMeHTOB C TOI03pe-
HUEM Ha JIU30COMHBIe 00JIe3HM HakorieHus. B rpymrie
BBICOKOTO pHCKa TaKXe OCYIIECTBISIOCh W3y4eHHe
criekTpa Mytaiuii reHa LIPA ¢ 1eiblo OLEHKU pac-
MpOCTpaHeHHOCTH 3aboseBaHus. OO6CIenOBaHbI OKOJIO
2000 mauuMeHTOB M3 pa3IMUYHBIX peruoHoB Poccuiickoit
®denepanyu. M3 Hux 34 manyeHTaM yCTAaHOBJIEH IMar-
HO3 neduIuTa JIM30COMHOM KHCJION JIUMa3bl. Boiss-
neHo 16 BapuanToB reHa LIPA, n3 Hux 11 paHee He onu-
canbl. Hanbonee yacThIMU TeHETUYECKUMI BapuaHTaMU
st Poccun onipenenersl ¢.894G>A (58,8%) n ¢.796G>T
(10,3%). PacueTtHast yactoTa IedULINTA JIM30COMHOM
KMCJI0 umna3sl coctaBmia 1:73 159, 4ro cormoctaBUMO
C TAKOBOM B €BPOIENCKUX UCCIeTOBaHUSX [6].

IIpenapart Cebenurra3a anbda-1 npencrapiseT coO0it
PEKOMOMHAHTHYIO JIM30COMHYIO KUCIYIO JIUTA3y U OJI0-
opern B CIIA 8 mexabpst 2015T. B KayecTBe II€pBOTO
MperapaTa JUIsl JIeYeHUs TTAalIMEHTOB ¢ IeOUIIUTOM JIN30-
CcoOMHOIT Kucoit mmnasel. B 2017 r. mpenapat ObLI 3ape-
ructpupoBaH B Poccun. [TpumMeHsieTcst ¢ 1iesbto yayyiie-
HUST MeTaboIM3Ma JTUTTUIOB U YMEHBIIEHUST HAKOTUTCHUST
3(UPOB XOoJieCTepUHA W TPUIIMIEPUIOB Y TAIlMEHTOB
BCEX BO3PACTOB TpU JeULNTE JM30COMHON KUCIOM
numasbl. [Tpemapat BBOAST BHYTPUBEHHO C TTIEPUOINYHO-
CTBIO pa3 B HEIENIO U TTAlIMeHTOB ¢ OBICTPO MpOrpec-
cupylomnM aeUIUTOM JIM30COMHON KMCJION JIMITAa3bl
B TIepBble 6 MeC XXM3HU U pa3 B MECHI IJIST OCTaJbHBIX
nauueHTos [1, 2].

B wHacrosimee Bpemsi B Poccuiickoit ®Denepanuu
MHOTO CIEJTaHO JUISI OpraHW3allid W MapIiIpyTU3aluu
MaIMeHTOB. Y CHelaanucToB (TeHETUKU, TaCTPOIHTEPO-
JIOTU, TIEAUATPBI U Ap.) B peTMOHAX MOSBUIACH BO3MOX-
HOCTb 3a00pa KpOBU Ha TeCcT-OJIaHK, TPaHCITOPTUPOBKU
6uomaTepualia B JabopaTOPUIO HACIIEACTBEHHBIX 00e3-
Heil o6MeHa BelecTB MeanKo-TeHeTUYeCKOTO HayqHOTO
LIEHTpa, ONpeneieHue aKTUBHOCTH JIM30COMHOW KHC-
Joii niunasbl u niposenaeHust JJHK-nuarHoctku B cyxom
nsaTHe KpoBu. [Tpyu MOATBEPXKASHUM TMarHO3a MallueHTa
HampaBJISIOT B OMUH U3 (efaepaabHbIX HIeHTpoB PD, Te
MMPOBOIUTCS TOTIOTHUTETbHOE 00CIeI0BaHKE U 110 pele-
HUIO0 KOHCUJIMYMa B COOTBETCTBMHU C T1.3 TIprKa3a MUH3-
napaBa 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 IeTel ¢ 1ehULIMTOM JIM30COMHOM KUCIIOM JIUTa3bl

MOpsIIKAa Ha3HAYEHUsS] W BBITTMCHIBAHUS JIEKapCTBEHHBIX
MperapaToB, a TakXKe PeleNTYpPHbIX OJaHKOB Ha JIeKap-
CTBEHHBIE TIperapaThl, MopsaaKa ohOpPMIIEHUST yKa3aH-
HBIX OJIAHKOB, MX y4YeTa M XpaHEeHUs» TPUHUMAETCS
pellleHrne O Ha3HAauYeHWHW IO XW3HEHHBIM TMOKa3aHUSIM
3aMECTUTENIbHOM (epMEHTHON Tepanuu TOXU3HEHHO.
B nmanbHeiinmeM TalnMeHTaM ¢ IWarHo3oM JeduiuuTta
JIN30COMHOM KUCJIOM JIUTa3bl MEIWIIMHCKAs TMOMOIIb
OKa3bIBaeTcsl B cooTBeTCTBUM ¢ Ilprkazom MwuHwuctep-
CTBa 3IpaBOOXpPAaHEHUSI W COLMAIBHOTO pa3BuTus P®
ot 16 ampenst 2012 1. Ne366H «O06 yTBepXIeHUU TTOPSAKA
OKa3aHWsI TIeANaTPUIECKOMN TTOMOIIIN».

IMpu cranyoHapHOM JIEUEHWM MAalMeHThl obecrie-
YUBAIOTCSI 3a CYET CPENCTB 0O0S3aTEIbHOTO MEIMITNH-
ckoro crpaxoBaHus (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 TIePEYHS XXU3HEHHO HEOOXOMUMBIX M BasKHEWIINX
JIEKApCTBEHHBIX TPETNapaToB, a TakKe MepeuHeil JeKap-
CTBEHHBIX TPETNapaToB ISl MEAWIIMHCKOTO TPUMEHEHUST
¥ MUHHMMAJIbHOTO aCCOPTUMEHTA JIEKApCTBEHHBIX Tpe-
rmapaToB, HEOOXOOWUMBIX JIT OKa3aHWsT MeIUIIMHCKOM
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 rpaxkaaHaM MEIUIIMHCKONW TTOMOIIN
Ha 2021 v maHoBsIi niepron 2022 1 2023 rogos».

IIpu amOymatopHOM Je4eHUM (QUHAHCUPOBAHUE
OCYILIECTBIISIETCS 32 CYET CPEACTB OIOJIKETOB CYObEKTOB
Ha OCHOBAaHWUM PETMOHATILHOM JIbrOThI (KaK WHBAJIUIHI I,
II rpynnbl, neTH-UHBAIWUIbI, 1€TH TIEPBBIX 3 JIET KU3HU)
B cooTBeTcTBUU ¢ [TocTaHoBnenuem I1paButenbctBa PO
ot 30.07.1994 1. Ne890 «O rocynapCTBEHHOM MOIIEPKKE
Pa3BUTHST MEIUIIMHCKON MPOMBIIIUIEHHOCTH U YJIydlle-
HUU OobecrieYeHUs] HaceJeHHWsS JIEKapCTBEHHBIMU Cpe-
CTBAMM W WUBICIUSIMM MEAUILIMHCKOTO Ha3HAYeHUSI».
JleTssM OCTYITHO JIeKapCTBEHHOE oOOecreuyeHrne BCeMU
HEeOOXOMMMBIMHM TIpeTapaTamMu.

Knmnanyeckoe nHaOmogenue. JleBouka 2012T. poxk-
IIeHUsI OT TIepBOM, (PU3MOJIOTUYHO TMpOTeKaBlllell Oepe-
MEHHOCTH, TIEPBbIX POIOB B cpoke 38 Hem. Macca Tena
npu poxaeHun 3600 T, nauHa 53 ¢M, OlLleHKa IO IIKaje
Anrap 7/8 ©0amioB. PaHHMII HeoHaTaJIbHBIN MEepUO
nporekana 6e3 ocobeHHocTei. Haxonwnace Ha TpymHOM
BcKapmiimBaHuM o 2 et 3 mec. [lpodunakruyeckue
MPUBUBKY TPOBEAECHBI TI0 WHIWBHUIYaTbHOMY KaJeH-
Japio BaKIIWHALINU.

HacnenctBeHHBINT aHaMHe3 OTATOINEH: IO JIMHUU
MaTepu Yy MaMbl M 0aOyIIKM — TUIEPXOJeCTePUHEMUST
(TIpUHUMAIOT CTaTUHBI), Y Aena — O0KOBOW aMUOTpodu-
YyecKMi CKJIepo3, yMep B 61 rox; mo JUHUM OTLA Y ABO-
IOpOfHOI cecTpbl — Oone3Hb Kunbbepa, y 0aOyiiku
OXUpEeHNEe W HeaJTKOToJIbHasl KUpoBast 00JIe3Hb TTeYeH!;
y MJIafIIei cecTphbl B 11 Mec BBISIBJIeHA TUTIEPXOJIeCTepy -
Hemus. [lo pesyabTataM MOJEKYJISIPHO-TEHETUYECKOTO
HCCIeIOBaHUSI, TIPOBEICHHOTO CeCTpe MpoOaHIa, BBISIB-
JICHO JIBE TeTepO3UTOTHbIe MyTauiuu B reHe LDLR, KoTo-

pble MOTYT CIYXXUT TMPUYMHON ayTOCOMHO-JIOMMHAHTHO
HacJieqyeMOol CEMEMHOM TMMEPXOJIECTEPOJIEMIUN, 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 TOCHUTAIM3UPOBAIaCh MO ITOBOAY T'eMOKO-
JIUTA, YTO MHTEPIPETUPOBATIOCHh KaK KUIIeYHass WHDEK-
1Sl HEYCTaHOBJIEHHOW 3Tuosioruu. B Bo3pacte 5 ner
oocienoBaHa B PAAKDB um. 3.A. bausieBoit (Mocksa)
B CBSI3W C HEPETYISIPHBIM KaIllUIIe0Opa3HbIM CTYJIOM,
HEIOCTAaTOYHOI IprbaBKoil Macchl Tena. B omoxummye-
CKOM aHajin3e KPOBU OTMeYalach TUIEPXOJIeCTepUHE-
MMSI, TIOBBIIIIEHWE YPOBHS TpaHCAMWHA3; MPU YIbTPa3By-
KOBOM MCCJIEMOBAaHUU OTNpPeNe/Isiach He3HauUTeTbHas
remaToMeranus. BuIsBieHa CeHCUOMIM3aIuUs K TIUIIE-
BbIM TIPOAYKTaM. YCTaHOBJIEH JMarHO3: <«ITUIIeBas
ajuteprusi. DK30KpUHHAST HEIOCTATOYHOCTb TOIKENY-
MOYHOM kene3bl». B utone 2015 r. rocnutanusupoBaHa
B PIKB PCO—Ananus c xxanobamu Ha 001 B XXUBOTE,
pPBOTY, TIEPUONAMYECKU KXKUIKUN CTYJ ¢ TIPUMECHIO alloit
KpoBU B Kaje. [Tociae UCKITIOUeHUsT OCTPO XUpyprude-
CKOI1 ITaTOJIOTWH TIepeBeieHa B OTIeIEHUE TaCTPOIHTEPO-
qorum. ITo pe3ynbprataM 00cCiieOBaHUS OBLT MTOCTaBICH
JIWAarHO3. «XPOHUYECKUI KOJUT, CTaaus OOOCTPEHUSI».
HasznaueHo yeyeHue.

B 2019r. ¢ yyeToM HEyCTOWYMBOTO CTyJa, renaTo-
MeTajiiM, TUTIEPXOJECTePUHEMUN B OTHECIEHUU TacTpo-
sutepojiornun PJAKB PCO—Ananust B3aThl 00paslibl
KPOBU JUISl OMpeAeNIeHUs] YPOBHSI JIM30COMHOM KHC-
goir ymmnasel — 0,007 HMoab/Mr/4 (B HOpMe Oojee
0,084 umonb/Mr/4). B nocaenyiomeM nuarHos neuuur
JIM30COMHOW KWCJIOU JUMa3bl TOATBEPXIECH METOIOM
MOJIEKYJIIPHO-TEHETUYECKOTO HCCIeNOBaHUsI: B TEHE
LIPA B 5K30He 8 BbISIBJIeH HauOoJyiee 4acThIif IaTo-
TEeHHBIN TeHeTu4ecKuii BapuaHt c. 894G>A (p.GIn298)
B TOMO3UTOTHOM COCTOSTHUMU.

BBuay BbICOKMX YpOBHEl OuauMpyOMHaA TIpoBe-
mena JIHK-mmarHoctmka ¢ 1meablo MOMCKa I1aTOJIO-
ruyeckux myrtaumit B reHe UGTIAI. B xome wuccre-
JNOBAaHMS 3aperMCTPUPOBAHO yBEJIWYEHWE 4YHCIa «ta»
MOBTOPOB — ompenesneH auienb (TA)7 B TOMO3UTOTHOM
coctosiiuu (reHotun (TA)7/(TA)7), KOTOpblii TPUBO-
JIUT K CHIDKEHUIO (DYHKIIMOHATBLHOM aKTUBHOCTU OeJika
UDT-rmoko3untpancgepasbl-1,  49TO  MOATBEpXKIaeT
nrarHo3 cuHapoM Kuiasoepa [9].

C 1esbio onpeAe/ieHUsT TAKTUKY JIEUSHUsT B CepelnHe
2019 r. neBouka HampasieHa B OT'BYH «DenepanbHblit
WCCIeNOBAaTeIbCKUIA LIEHTP TIUTaHUSI W OUOTEXHOJIO-
TMW» B OTHENIeHWEe TIeMUaTPUIECKON TaCTPOIHTEPOJIOTUH,
TernaTtoloTud W auetojioruu. Ilpu TIepBUYHON TOCTIHU-
Tajqu3aluyd COCTOsSIHME cTabuiabHoe. Macca Tema 23 Kr,
poct 125 cm, mHmekc maccel Tema 14,7 kr/m?. Kox-
Hble TIOKPOBBI OJIETHO-PO30BBIE, UYWCTBbIE, KAWIISPUT
Ha mekax. ITomkoxkHass >KUpoBas KileTyaTKa pa3BUTa
YIOBIIETBOPUTENLHO, pacrpeaeieHa paBHOMepHo. [lapa-
METpPBI BHEIIHETO NBIXaHUS W TeMOAWHAMUKU B TIpele-
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JlaX BO3pPACTHOI HOPMBI. 2KMBOT MATKWi, 6e300e3HEH-
HBIN Tpy Tajbhauu. [ledeHb BBICTYIMAaeT W3-TION Kpast
pebepHoil IyTH MO CPemTHEeKTIOYMYHON IMHUK Ha 1,3 cM,
1o mapacrepHajabHOi — Ha 1,7 cM, 2]1aCTUYHOI KOHCH-
crenuuu. CeneseHka He mambrupyeTcsd. CTyn M amypes
B HopMe. B xone oOcienoBaHusT BBISIBJICHBI CIICAYIOIINE
MPU3HAKK: TOBBIIIEHUE YPOBHEH OwIMpyOnHa 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 MMoJTb/1T) 1 HUBKOM
motTHocTH 4,5 (HopMma 1,5—3,8 mmonb/n). Tlpu ynbrpa-
3BYKOBOM WCCJIEIOBAHWM OPTaHOB OPIONIHOM TOJOCTH
MOATBEepK/IeHa rernaroMeraiuvs: mpasas gonst — 110 mwm,
JieBast 1oJist — 98 MM, 3XOTeHHOCTb MOBbBIIIEHA, B TTapeH-
XUMe oTMedaeTcss Aud@y3Has HEOTHOPOTHOCTb, OCIa-
oneHue sxocurHana Ha 1/5. [lo maHHbIM 3macrorpaduu
MeYyeHn MenraHa sjaacTuYHocTu cocrtasisier 4,1 klla,
WHTEePKBAapTUJILHBIN pa3Max 3HaueHui 1,5 klla, HeomHO-
ponHasi. 3akiloueHue: OOIIMi pe3yabTaT W3MEpeHUit
COOTBETCTBYET TMCTOJIOTMUECKOM cTamuK (hubpo3a rmeueHu
FO mo METAVIR, ypoBeHs ctearo3a 308 16/M, 4TO COOT-
BeTcTByeT crearody S3. Ilo pesynbratam oO0cCiemoOBaHUS
BBICTAaBJIECH JMATHO3: <«Ie(UIINT JM30COMHOIN KUIJIOW
JIATa3bl: 00JIe3Hb HAKOIIEHUST 3(PUPOB XOJeCTepUHA.
Juchynkuus ounmapHoro Tpakta. bonesns XKunndepar.
I[To pemeHWo KOHCWJIMYMa B COOTBETCTBUU
¢ . 3 mpukasza Munsapasa P® or 10.12.2012 . Ne 1175u
«O0 yTBepXKIeHUM TIOpsIIKAa Ha3HAYEHUST M BBITHCHIBA-
HMS JIEKAPCTBEHHBIX TpEIapaTtoB, a Takke perenTyp-
HBIX OJIAHKOB Ha JIEKapCTBEHHBIE TIperapaThl, MOpsIKa
ohopMIIeHUS yKa3aHHBIX OJJAHKOB, UX y4eTa M XpaHeHUsI»
MPUHSTO pellieHWe Ha3HAYMTh IO XKM3HEHHBIM ITOKa3a-
HUSM 3aMECTUTENTbHYIO (PepMEHTHYIO Tepalnio Tipernapa-
TOM cebenurasa aibda B 1o3upoBke 1 mii/Kr 1 pa3 B 2 Hex
noxun3HeHHo. Jleuenne HayaTo B stHBape 2020 T.
KoHTponbHOe oOcnenoBaHue TMPOBEIEHO B Mae
2021 r. Ha 6aze ®I'BYH «®UII nurtaHusg 1 GUOTEXHO-
noruii». CocrosiHue pebeHKa ctabwibHOe. Macca Tena
25 xr, poct 133 cM, mHOekc Mmaccel Tena 14,1 xr/m?,
Z-score =—0,47 (perz=31,8). KoxxHble MOKPOBbI 0J1€THO-
pPO30BBIE, YMCThIE, KAMWLIAPUT Ha IeKax. [TogkoxHast
KUpOBasl KJIeTYaTKa pa3BUTA YIOBJIETBOPUTEIBHO, pac-
npeaeseHa paBHOMepHO. [TapaMeTpbl BHEIIHETO JbIXa-
HUST M TEMOAWHAMUWKM B TIpeHesiax BO3PaCTHON HOPMBI.
XKuBotr Msrkuii, 0e300JIe3HEHHBII TIpU TaJbIIALUU.
IleueHr He BBHICTyMAaeT M3-TIOA Kpas peOepHOM IyTH,
9JIaCTUYHON KoHcucTeHIMM. Cejie3eHKa Ha TaJbIIUpy-
ercsa. Ctyn u nuype3 B HopMme. JlaHHbIe 1a00paTOPHOTO
00cIeTIOBaHUST CBUAECTEILCTBYET O HOPMATU3ALIMKU YPOB-
Hell xoJiecTeprHa, JIMIOMPOTEUAOB BHICOKOW M HUBKOM
IUIOTHOCTH Ha (DOHE COXpaHSIONIEICS He3HAUMTEIbHOMN
TUTIEpOUIUPYOMHEMUN 3a CUYeT HemnpsiMoil (hpakLMnu:
obumit omnmupyoun — 25/mpsmoit — 0,89 MKME/mun
(Hopma 8,5-20,5/menee 5,0 MkKME/mi). OtmeueHo
VAYYIIEHUW AaHHBIX 3JacTOrpAMMBbI. THCTOJIOTUYECKast

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,
renaTornpoOTEKTOPHI.

OOcyxaeHue

JednUT TM30COMHOM KHMCJIOW JIMIAa3bl — PEIKO
BCTpevarolneecss B €BPOMENCKUX TOMYJISLMAX 3a00-
sneBaHue. Yacrora neduuura JUM30COMHON  KHUCION
nmna3ssl BappupyeT oT 1:40 000 mo 1:300 000. ITo maHHBIM
MeanKko-TeHeTUYeCKOTO HAayYHOTO LIeHTpa, pacdyeTHast
yacrota 3abosieBaHus1 B Poccuu cocraBuna 1:71 824,
a YacToTa HOCHUTENIbCTBA MYTAllMii, acCOIMUPOBAHHBIX
¢ 3a0oneBanuemM, — 1:456 [6].

M3BecTHO, 4TO KIMHWYECKas KapTWUHA AeuiTa
JIN30COMHOM KUCJIOW JIMTa3bl BechMa BapHabesbHa:
OT OBICTPO TIPOTPECCUPYIONICH JIeTaTbHON MH(MAHTUIbL-
HOM (OPMBI M TSKENBIX AETCKUX BapUaHTOB C IIWP-
po30M W HapylleHWeM (YHKIWI TIe4eHU B TMOIPOCT-
KOBOM BO3pacTte [0 CYOKJIMHUYECKUX, MPaAKTUUYECKU
GECCUMIITOMHBIX  (DOPM, TIPOSIBIISTIOIIMXCSI B 3pEIOM
Bo3pacte [5]. B cBs3u ¢ aTuUM 1enecoo0pa3HO Tipei-
MOJIOXUTh, YTO OOJBIIMHCTBO MAIlEHTOB OCTAIOTCS
HeoOC/IeJOBAaHHBIMM, a TIATOJIOTUSI — HE IUarHOCTH-
POBAHHOW, TTOTOMY M OLIEHUTH peaylbHyl0 3abojieBae-
MOCTb CpeIy HaceJIeHUsT OYeHb CJIOXHO. TsKecTh K-
HUYECKOM CHUMNTOMATHKM 3a00JIeBaHUST OTpeNesIeTCs
(YHKIIMOHATBHOW aKTUBHOCTBIO JIM30COMHOM KHCIIOMN
JINTIA3bl, KOTOpasi KOPpeaupyeT ¢ MPUPOIOIl TeHeTHde-
ckoro nedekra [3]. 1o nmerommMcst JTaHHBIM, B POCCHII-
CKOU MOMyJISIAY HauboJiee 4acTO BCTPEYAIOTCSI MyTalluA
¢.894G>A n ¢.796G>T. Kpome Toro, ormcanbl 11 paHee
HEM3BECTHBIX MYTAllMil C pa3HOI CTEMEHbIO MAaTOTeHHO-
ctu. JlokazaHo, yto myTtauus c.894G>A B TOMO3UTOTHOM
COCTOSTHMM TIPUBOAUT K «JIETKOMY» BapUaHTy OOJIe3HU
HaKOIJIeHWs 3(PUPOB XOJeCTepuHa, TIPU KOTOPOM
HabmomaeTcss 3HAYWTEbHOE YJIyJIIeHUEe OMOXUMUYe-
CKMX TIOKazaresieil Ha (hoHe JUTUTEIbHON Teparuu cede-
numna3oit anbda [1, 8]. DTu HabGIIOOEHNUST OBUIM TTOJTHO-
CThIO TOATBEPXKIECHBI B ONMUChIBaeMoM ciaydae. OcoOblii
WHTepeC TPeNCTaBisIeT HanIne y pebeHKa TakKe CHH-
npoma JKunbbepa, 4To B HEKOTOPOM CMBICIIE 3aTPYIHUIIO
JIMarHOCTUKY OCHOBHOTO 3a0osieBaHusI. CuHIpoM Kuiib-
Oepa mpuMepHo B 1/3 Bcex cilyyaeB MpOTeKaeT JIATEHTHO,
OIHAKO TIPY HAOTIONEHUN 3a OOJBHBIM 3TO HEOOXOINMMO
YUUTHIBATH B TIPOIIECCE B3POCACHMS TAllUEeHTA.

3aknovyeHue

B PCO—Ananus 3710 TepBbIi BBISIBAEHHBIN Clydait
neuIInTa TM30COMHOM KMCIoi imma3sl 3a 20 et Ha0mo-
neHust. MoXXHO TIPeNoI0XUTh, YTO PaCIpoOCTPaHEHHOCTh
yKazaHHO# martoyjiornu B pernoHe 1:160 000, yro coort-
BETCTBYET NAHHBIM MUPOBOIM CTATUCTUKU. BBISBICHHBIN
TeHEeTMYECKMI BapMaHT HamboJiee pacrpoCcTpaHeH B poC-
cuiickoit monynsiuuu. CTOMKUI TTOJIOXKUTENIbHBIN 2 PeKT
OT MpOBOIMMOI B TeueHUe 1,5 roma dpepMeHTHOI 3ame-
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Teouesa H.C. u coagm. COBpeMEHHbBIE MOAXO/IbI K IMArHOCTUKE U JICUSHUIO IeTel ¢ 1ehULIMTOM JIM30COMHOM KUCIIOM JIUTa3bl

CTUTETLHOM Tepanuu MoATBepIrI 3¢ (HEeKTUBHOCTh U 6e3-
OIacHOCTBD Mperapara cebenmasa amboa.

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

JIaHO OYeHb MHOTO€ I ONTUMU3AIWN TUATHOCTUKU
JTAaHHOM TIaTOJIOTUM B PETMOHAX W o0ecTiedeHNsT MmalfeH-
TOB JIOPOTOCTOSIIIIMM IIpeIrapaToM 3a CYeT OIOJKETHBIX
cpencts. BBumy BapmaGenbHOCTM KIMHWUYECKUX CUM-
NTOMOB W MNapaKJIMHUYECKUX IaHHBIX CBOEBPEMEHHOE
BBISIBIICHUE Je(UIINTa JIM30COMHOM KUCJIOM JIWIa3bl
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B MOMOLLIb TPAKTUYECKOMY BPA4YY
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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 yOJIMKAIMHA JAHHOI PA00ThI MOCIYKHJIO YBeJHYEHHE YMCJIA TeTel C JIUTENbHO CTOSIIUMH HHOPOJHBIMH TeJIaMi
JIBIXATeJIbHBIX MyTeil OPraHnyecKoil NPUpO/bl, MO3IHAS AUATHOCTHKA KOTOPBIX BbI3bIBAET TsiXKeIble 0CJ0KHeHus. B ctaThe npex-
CTaBJIeHbI TPH HanOOJIee MOKA3aTeNbHBIX CIy4asi U3 00uIeil cepum, KOraa JMArHOCTHKA U JiedyeOHAsl TAKTHKA HA 3Tanax JedeHus
ObLIa conmpsiKeHa ¢ OMMOKAMHA KaK HA JOTOCIUTAJILHOM 3Tale, TAK M B CTANMOHApe. B mepBoM KIMHHYECKOM Ciydae, KaK OKa-
3aJ10Ch, Y pe0eHKa MMeJIMCh MHOXKECTBEeHHbIe HHOPOIHbIe Tena. IIpu nmepBoii OPOHXOCKONMH ObLIO OOHAPYKEHO OJHO LEJIbHOE
HHOPOAHOE TeJ0. M3-3a BhipakeHHOro (PMOPHUHO3HO-THOMHOTO 9HA0OPOHXMTA U KOHTAKTHOTO KPOBOTEYEeHHs poueaypa OpoHxo-
ckonuu ObL1a 3aBepuena. OnHako yepe3 10 queii pedeHOK caMOCTOATEILHO BHIKAILIS BTOPOE CeMEYKO, YTO 0KA3aJI0Ch IS Hac
HeOXHAAHHOCTBIO. IIpu KOHTPO/IbHOI OPOHXOCKONUH Yepe3 3 HeJ MHOPOJHBbIE TeJa He 0OHApyXKeHbl. Bo BTOPOM KIMHUYECKOM
Ha0M0JeHnN y pe0eHKa Pa3BUIACh OPOHXOIKTATHYECKAS 00JIe3Hb BCJIECTBHE JUINTEILHOTO HAXO0XKIEHHUS B IbIXATEIbHBIX MyTAX
HHOpOIHOro Teja. Tperwii ciyyaii JeMOHCTPHPYET IMATHOCTHKY M TAKTHUKY JledeHHs1 Y peOeHKa ¢ MHOPOAHBIM TeJIoM Ha (hoHe
KOpOHaBUPYCHOI uH(ekuuu. B nepBoM M TpeTheMm ciyyasix pe3y/bTarhbl JeueHHus ObLIM yIOBJIeTBOPUTEIbHbIMU. Bo BTOpOM
ciyyae JUIMTENbHOE HAXOXKIEHHE ApaXHca B JbIXaTeJbHBIX MyTAX MPUBEJIO K OPOHXOIKTATHIECKOMY MOPAKEHUIO HIDKHEH 10JH
JIeBOro JIETKOro, noTpedoBasuiemMy ee yaajneHus. B karamHe3e — kajno0 HeT pedeHOK pacTeT M Pa3BUBAETCS COOTBETCTBEHHO
Bo3pacry. B padoTe npoanain3upoBaHbl OINMOKHM, JOMYIEHHbIE HA 3TANAX AUATHOCTHKY U JieYeHUs JeTeil ¢ HHOPOHBIMH TeJaMu
JIBIXATeJIbHBIX MyTei.

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

Karoueevte caoea: demu, MHOMCECMBEHHbIE UHOPOOHbIE MEAA MPAXeOOPOHXUANLHO2O 0epesa, OCAONICHEHUS, OPOHX0IKMAMUUecKas
6one3nub, COVID-19.

Ansa untuposauns: baraes C.M., CocHoBa C.[1., 3ypbaes H.T., MonotoB P.C., Epemun [.5., baraes A.C. OLunbKu 1 OC/TOXHEHUS B ANarHoc-
TUKE U JIEYEHUU AETEN C UHOPOLAHbLIMW OPraHnYeCKUMU Tenamm AbixaTesbHbIX nyTei. Poc BecTH nepuHaTon v neguarp 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 OCJTOKHEHUS B IMArHOCTHKE U JICYSHUU [eTeil C MHOPOIHBIMM OPraHUYECKUMU TeIaMU JIbIXaTeIbHBIX MyTeit

pobiieMa AMATHOCTUKUA W JIEYEHUs HeTeil ¢ WHO-

POOHBIMU TeJlaMU IbIXaTeJbHBIX TyTeil ocTaeTcs
aKTyaJIbHOM B CBSI3M C OTCYTCTBUEM TEHIECHIIUU K YMEHb-
IEHWIO WX 4Yucia. MHOTHMe acIeKThl JUarHOCTUKU
U JIEUEHMST STOTO 3a00JIeBaHUsI pACCMOTPEHBI B OOJTHIIIOM
KOJIMYECTBE TYOJMKALIUI, OIMKMCHIBAIOIINX 3HAYUTETb-
HOe YMCiI0 aBTOpckmx Habmomenmit [1—18]. OcHoBa-
HUEM JJIST TTyOIMKAIIMY HACTOSIIIENH PabOThI TTOCTYKIITN
YYACTUBIIMECS CITydau C JUTUTETbHO Hepacro3HAaHHBIMU
WHOPOIHBIMU TeJIaMU IbIXaTeJbHBIX IIyTE€il y JeTeil.
IMo3aHss NUArHOCTMKA TAaKMX WMHOPOIHBIX TEJl MOXKET
MPUBECTH K TSKEJIOMY OCJIOXHEHUIO — JTUTEIBHOMY
TEYEHUIO PEUUANBUPYIONINX THEBMOHUI ¢ pean3alneit
B OpOHXO3KTaTUYECKYyIo OoJie3Hb [3, 11, 13, 16, 18].

IlepBbie, KTO CTaNIKMBAETCS C JAaHHOM TpoodieMoit, —
neauatpbl. [103TOMy 1eJb HACTOSIIEW CTaTbU COCTOMT
B OIMMCAaHUN HECKOJIbKUX HanboJiee MHTEPECHBIX HaOTI0-
JNIEHU W3 HaIllero OIbITa, KOTOPbIe OBLIN COMPSIKEHBI
C IHWarHOCTUYECKUMH CJIOXHOCTSIMU W  OIIMOKaMU,
MPUBEIIINMU K TSIKEIBIM OCJIOXHEHUSIM. Bee ot netn
WMeNTd acTUpalrio MHOPOTHOTO Tejla OpraHu4ecKOoro
TTPOUCXOXKICHUS.

Knunanyecknii cayyaii Nel. Manbuuk I'., 2 1eT 2 Mec,
noctynua B JITKB Ne9 um. I''H. Crniepanckoro ¢ xajo-
6aMU Ha Kalllellb M ONBIIKY. M3 aHaMHe3a M3BECTHO,
yrto B aBrycTe 2019 r. pebeHOK BIOXHYJ (pparMeHT apOy3a
BO BpeMms enbl. OTMeYalliCh Kalllellb, 3aTpYIHEHNE TbIXa-
Hust. [Tocse mpuMeHeHUsI KOHCEPBATUBHBIX Mep (CO CIIOB
MaTepu, TOCTYKWBaHUS TIO CIMHE) Kalleslb TpeKpa-
Tricsa. OmHaKo B TeUeHUE Mecsiia y peOeHKa COXPaHsIICS
MepUOANYECKUIA Kaliesb. [TeauaTp o MecTy KUTeThCTBA
MPENNoIoXnI, 4To y pebeHKa neOloT OpOoHXMaTbHOM
aCTMBI, TIO TTOBOMY YEeTO TTPOBOJAMIOCH COOTBETCTBYIOIIIEE
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ORCID: 0000—0003—0086—8208

Morsoros Pycinan CepreeBud — K.M.H., Bpay IeTCKUil xupypr [leTckoii ropou-
cKoil KiTmH14YecKoit 6ombHuLb N9 um. I'.H. Cniepanckoro,
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123317 Mockaa, LLImutoBcKuMii poes, 1. 29

CocHoBa Codws IletpoBHa — opauHaTop aeTckuii xupypr HayuHo-uccie-
JIOBATEJIbCKOTO KIMHUYECKOTO MHCTUTYTA TMEAMATPUM U NETCKO XUpPypruu
uM. 10.E. Benbrumena, ORCID: 0000—0003—1227—3439

125412 Mocksa, yi1. Tangomckast, 1. 2

BaraeB Anu CaunxacaHoBMY — KIMHMYECKMii opauHatop HaroHambHOTO
MEIULIMHCKOIO MCCIIeI0BaTeIbCKOrO LIEHTPa IEeTCKON 'eMaToJIorMu, OHKOJIO-
MU ¥ UMMYHOJTOTUM UM. JIMutpust Porauesa,

ORCID: 0000—0001—-8166—1158

117997 Mockaa, I'CI1-7, yi1. Camopsl Maiuena, 1. 1

JleyeHne 0Oe3 cymecTBeHHOro 3¢ dekra. JlaHHoe 00cTOo-
SITEJILCTBO TOCIIY>KWJIO OCHOBAaHMEM ISl TOCTUTAIn3a-
MU B Haml cTairuoHap. PusmkanabHOe 0oOCIeIoBaHKE
BBISIBUJIO OCJIa0JIeHUE IbIXaHUS U eIMHUYHBIE TPOBO-
JHBIE XPUTIBI B TIPOEKIINK 6a3aIbHBIX CETMEHTOB JIEBOTO
Jerkoro. Ha peHTreHOrpaMme opraHoB TPYIHOM KJIETKH,
0YaroBbIX ¥ MH(PUIBTPATUBHBIX TEHEM, a TaKXKe JaHHBIX,
MOATBEPXKAAIOIINX WHOPOIHOE TeJo, He OOHapyKeHO
(puc. 1, a). C yyeToM naHHBIX aHaAMHe3a BBITIOJTHEHA
purngHasg 6ponxockonus. O0HapyXeHbl (GUOPUHO3HO-
THOWHBIN TpaxeuT U 3HIOOPOHXUT, B OOJbIIEH CTEIEHU
JIOKaJM30BaBIlIMecss B o0nacTu OudypKauuu Tpaxeu
M yCTheB TNaBHBIX OpoHxoB. [locne acnupauum Gpubpu-
HO3HO-THOMHBIX HAJOXEHWN TIOSBUJINCH OYEPTaHUS
MHOpPOIHOTO Tena (apOy3HOe CeMeuyKo), KOTOpoe ObLIOo
u3BieyeHo (puc. 1, 6). Acnupauust GuOpUHO3HO-THOM-
HOTO CeKpeTa C TPOMBIBAHUEM TpPaxeoOPOHXUATIBHOTO
JiepeBa BbI3BaJIO KOHTAKTHOE KPOBOTEUEHUE U 3arpsi3He-
HUE ONTUYECKOU crucTeMbl. JanbHelmit ocMOTp Tpaxe-
00pOHXMAJIBHOTO JiepeBa ObLT 3aTpyaHeH. Tak Kak WHO-
pPOJIHOE TeJIO ObLIO YHAJeHO, BBIMISACIO IEIbHbBIM,
a JlaHHbIe, TIOATBEPXIAMOIIMe HaJIudue JIPyroro UHO-
POJTHOTO TeJia, OTCYTCTBOBAJIU, OBLIO PEIICHO 3aBEPIIUTD
OPOHXOCKOMHUIO ¢ Ha3HAYeHUEM MYKOJIUTUKOB U PEKO-
MEHIalMel SIBUThCS B IJIAHOBOM TOPSIIKE Ha TTOBTOP-
HyI0 OpOHXOCKOIHNIO Uyepe3 1 mec.

OnHako Tocsie BBIMMCKU M3 CTallMOHapa Ha TIpo-
TsokeHun 10 mgHelt y pebGeHKa TpoaoJIKaicsl Mepuoam-
YeCKHWI TIPOAYKTUBHBIN Kaleiab. [Ipy odepeaHOM Mpu-
CTyIe Kaluisd y pedeHKa CaMOCTOSITEIbHO OTONLIO ellle
O/IHO apOy3HOE CEMEUKO, KOTOPOE TakKe ObUIO 1IeJTbHBIM.
ITpu MOBTOPHOI TOCTIUTAIM3AIIUY TTPOBEAEHBI KOHTPOJTb-
Hble OPOHXOCKOIMSI M PeHTreHoTrpadusi OpraHOB TPYI-
HOU KIIeTKU. BocmanuTenbHble M3MEHEHUS CIM3UCTOMN
000JIOUKH TPaxXeoOPOHXMAJTLHOIO JiepeBa KyIMMpPOBaHBI,
WHOPOIHEIE TeJla B IbIXaTebHBIX MYTSIX He OOHApPYsKeHBI
(puc. 1, B). B HacTosI111e€ Bpemst peOeHOK XKajlod He Mpeab-
SIBJISIET, PACTET U Pa3BUBAETCSl COOTBETCTBEHHO BO3pacTy.

Knunnyeckuii cyyaii Ne2. JleBouka b., 3 yer, B OKTsI-
ope 2018 r. moctyrmmuna B JAT'KB Ne9 mm. I''H. Crre-
paHCKOro ¢ >kajo0amMu Ha TepUOAUYECKMI Kalleib,
MepUoANYECKre TTOAbEMBI TeMIepaTyphbl Tejla 10 Cy6-
GeOpmIbHO, ¢1aboCTh, CHUKEHUE aIllleTUTa, OTCTaBa-
HUe B (hU3MYECKOM pa3BUTUU. M3 aHaMHe3a M3BECTHO,
yTo y pebeHKka 3a 18 Mec M0 MOCTYIJIEHUSI B KJIMHUKY
Ha (hoHEe TTOJTHOTO 3IOPOBbS MOSIBUIIMCH KallleJlb U CBU-
cTsIee AbIXxaHue. B manpHeleM mprucoeIMHUINCH CUM--
MTOMBI TPaXeOOPOHXUTA W MTHEBMOHUM, TIO TIOBOIY Y€ro
moJtyJaja aMOyJIaTOPHO aHTUOAKTEpUATbHYIO M CUMIITO-
MaTUYECKYIO Teparnuio Ha MPOTSKeHUH 2 Mec 6e3 cyle-
CTBEHHOW TIOJIOKUTEJNbHOW JTWHAMUKHW. YYaCTKOBBIN
MeauaTp pPEeKOMEHIOBAJI TOCIUTAIU3AIMIO B  CBSI3K
C TOMO3peHHWEeM Ha WHOPOTHOE TEeJO JIbIXaTeIbHbIX
nyteit. PurumHass OpoHXOCKOMMSI BbISIBWIIA (hparMeHT
apaxuca B TpocBeTe OpOHXa HMXKHEW OJU JIEBOTO JIeT-
koro. Co c/loB ponuTesieid, ynaieHrue WHOPOIHOTO Teja
OBIJIO IJTUTEIBHBIM Y TPAaBMaTUYHBIM, C KPOBOTEUEHUEM
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B MeCTe CTOSTHUSI WHOPOAHOTO Teja. Bpayam ymaioch
MU3BJIeYb HECKOJIBKO (PparMeHTOB apaxuca, 1 1o OM1caH-
HBIM BBIIIE 00CTOATEILCTBAM MPOLIEAYpa OPOHXOCKOITUHN
Obla 3aBepiieHa. OMHAKO B MOCEAYIOIMIEM COCTOSTHUE
pebeHKa He YIydllajaoch: MPOIOJIKAICS MPOTYKTUBHBIN
KallleJib C OTXOXKIEHUEM THOWHOM MOKPOTHI, IMEPUOIN-
YyeCcKMe ITOABbEMbI TEMIIEPATyphl Teja, MHOTOKpPATHBIE
SMU301bl JIEBOCTOPOHHEN MHEBMOHUM HA TPOTSKECHUU
nocnenytomux 1,5 roga. C atuMm kajmobamMu pebeHOK
ObUI TOCIUTAIM3MPOBAH B HAIIl CTAl[MOHAP.
ITpoBeneHHbIE HAMU AUATHOCTUUECKKIE MEPOITPUSITUS
BBISBWIM TIPU3XHAKU OPOHXOIKTATUYECKON OOJIE3HMU,
KOTOpbIE€ Ha KOMITBLIOTEPHOI ToOMOrpaduu orpeaeisiiinch
B BUae (pUOPO3HBIX M3MEHEHMI JIETOYHOM TMapeHXUMBbI
C HaJIMYuMeM LUJIUHAPUYECKUX U KUCTO3HBIX OPOHXO-

B MOMOLLIb TPAKTUYECKOMY BPA4YY

9KTa30B (puc. 2, a). [Ipn OpOHXOCKOTIUM OTCYTCTBOBAJ
MPOCBET HUXXHENOJEBOro OpoHxa, OOHApyXeHbI TpPU-
3HaKM THOMHOTO 3HIOOPOHXUTA; BEPXHENOJIEBON OPOHX
U TIOCJEyIole TeHepallMu OpPOHXOB He IOpakeHbI,
YTO TIO3BOJIMJIO HaM OMNPEHECTUTh OO0BbEeM PE3eKIINH.
Bbuta BeIMOHEHa BUIC0ACCUCTUPOBAHHAS JIOOOKTOMMS
HIDKHEN JonM JIeBOoro Jierkoro. IlociieomepanioHHBIN
MePUOJ MTPOTEKaN YIOBJIETBOPUTEILHO.

Ha KOHTpOJBHOI KOMITBIOTEPHON TOMOTrpaduu
OpraHoOB TPYAHOU KJIETKM, BBITIOJJHEHHON uepe3 12 Mec,
KyJIbTSI HMXKHEI0JIeBOTO OpoHXa cjieBa 0e3 MaTOJIOTUU.
OTMeyvaeTcs YIUIOTHEHHE B 3aJHUX OTIENax JIEBOTO
JIETKOTO, KOTOPOE COOTBETCTBYET TUTAHOBHIM CKOGaM
ot cuinBatoiero anmapara (Echelon), nucrnonbzoBaHHOTO
BO BpeMsI OTIepallii; BOCTTAJTUTEIbHBIE U IECTPYKTUBHBIE

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

a4 — PeHTreHOorpaMMa OpraHoB IPYAHOl KJIeTKH B MPSMOii MPOeKIHUH, HA KOTOPOii oyarosbie U HHGHILTPATHBHbIE TEHH, HHOPOI-
HOe TeJI0 He 00HapykeHbl; 0 — ()OTO yHaJeHHOro MHOPOAHOro Teja (apOy3Hoe CeMEYKo), MOKPHITOE rPAHYISAUUAMHA, pa3MepaMu
11Xx5 MM; B — peHTreHOrpaMMa OPraHoB rPYAHON KJIeTKH B MPSMO#i POEKIUH NP MIOBTOPHOU NOCIUTAIU3AIMH, 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 00cie0Banns 1eBoYKa b., 3 j1eT: KOMIbIOTepHbIE TOMOTPAMMBI OPTAHOB IPYIHO! KJIETKH B AKCHAJIbHOI TPOEKIHH.
a — B HIDKHEI J10J1e JIeBOTr0 JIETKOTO ONpeAesIsioTCS MHOXKECTBEHHbIe OPOHX03KTA3bl; 0 — depe3 12 Mec mocJjie onepaTuBHOrO Jievye-
HMS: IATOJIOTMYECKUX U3MEHEHHIl 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 coagm. O1INOKY 1 OCIIOXHEHMS B TMAarHOCTUKE U JICYEHUU [I€Tel C MHOPOIAHBIMU OPTaHMYECKUMU TeJIaMHU IbIXaTeIbHbIX nyTeit

U3MEHEeHUs JIETKUX He omnpenensitorcs (puc. 2, 6). Pebde-
HOK HaOJIIOJaeTcsl 10 MECTY KUTEIbCTBAa y TIeAuaTpa,
MMyJIbBMOHOJIOTa, TOPaKaJbHOTO XUpypra.

Kmmnnveckuii coayvaii Ne3. JIaHHBIN KIMHUYECKUI
ciyJail IeMOHCTPUPYET CIIOKHOCTh JUATHOCTUKUA WHO-
POIHOTO Teja B AbIXaTeNIbHBIX MyTSIX B TIEPUOI TaHIe-
MWW HOBOM KOpPOHaBUPYCHOUW wuHMekuuu. 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
JIBaXKIbI PBOTY, (DparMeHThI CKOPJIYITHI B PBOTHBIX Mac-
cax poauTtenssMu ObuTM HaieHbl. [losBuIMCh XanoOb!
Ha TIPOAYKTUBHBIN Kamieiab. PebeHok mosyyan amOya-
TOpHOE JIeYeHe Ha MPOTSKeHUM 3 Hell, OHAKO Kalllelb
YCUJTUJIICS, TIOSIBUJIOCH CBUCTSIIIEE TbIXaHUE, YTO MTOCTY-
SKUJIO OCHOBaHWEM JUTSl oOpallleHusT B Halll CTallOHap.
Bo Bpewmsi oOcnenoBaHMsl TIOJYYEH MOJOXUTEIbHbIN
I P-tect nHa COVID-19. I1pu noctyrieHU OTMEUEHO
YBeTMYEHNE YaCTOTHI IBIXaHUI 10 32 B MUHYTY, HaChI-
meHue (caTypauus) Kposu kuciaoponom (SpO,) mo 95%,
yJacTHhe BCITOMOTAaTeIbHOM MYCKYJaTyphl B aKTe JbIXa-
Husa. Ilepromnueckr BO3HWKAET BIIAXHBIM Kalllelb.
BrimtotHeHa peHTreHoTpadust OpraHoB IPYIHOM KIETKU

Puc. 3. Jannbie 00cJie10BaHNs JEBOYKH 2 JieT 8 Mec.
a, 0 — PenTreHorpaMMbl OpraHoB rpyIHO¥ KJIETKH
B npsaMoii (a) u 00KOBO#i (0) MPOEKUMAX, BHINOJ-
HEeHHbIe NP NOCTYIUIEHUN: OTYETIUBBIX PEHTTEHO-
JIOTHYEeCKUX MPU3HAKOB HAJIMYNS HHOPOIHOTO Tejia
HeT, 0YAroBbIX W MH(MWIbTPATHBHLIX TeHEil HET;
B — KOMIMBIOTEPHAS TOMOTPAMMA OPTraHOB IPYIHOM
KJIETKM B KOPOHAPHOI MpPOEKUMH, HAJIUYME WHO-
POIIHOTO TeJIa HAMl YCThEM JIEBOTO HIZKHEIOJIEBOTO
Oponxa (yKa3aHo CTpeNIKOii); T — 3HaodoTorpa-
¢usa: 1 — runeprpanyisnus JeBOro HIKHEIOJe-
BOr0 OpoHXa, 2 — HWHOPOJHOE TeJO, W3BJIEeYeH-
HOe M3 TMneprpaHyjisiuuu, 3 — 3HA0CKONUYeCcKHe
HMIUMIbI, KOTOPHIMH 3aXBAaYeHO HMHOPOIHOE TeJO;

B JBYX TIPOEKIMSIX, Ha KOTOPOW SIBHBIX TPU3HAKOB
HaJIMIUST THOPOJIHBIX TEJT IbIXaTeJbHBIX IMyTeil He 0OHa-
pyxeHo (puc. 3, a, 0).

YuuTbiBasi HaHHbIE aHaMHe3a: 3a(pUKCHpPOBaH-
HBbI BMU30I acTUpaluyd WHOPOIHOTO Teja, CBUCTS-
mee JAbIXaHWe, HEKYMUPYIOIINACS BOCTATUTEIbHBIM
MpollecC Ha MPOTSKEHWM | Mec M TMOATBEPKACHHBIM
COVID-19, Obl10 MPUHSITO pellieHue O TIPOBEeICHUU
KOMITBIOTEPHOI TOMOTpauM B YCIOBMSIX «KPacHOM
30HBI». Ham ycTheM JI€BOrO HUKHEIOJEBOTO OpOHXa
00Hapy>XKeHO WHOPOIHOE TeJO C YacTUYHOM OOTypa-
uueit ee mpocsera (puc. 3, B). [1pu purumgHoit 6poHX0-
CKOIMU B YCThe JIEBOTO TJIABHOTO OpPOHXa IO BepXHE
MOJYOKPY>KHOCTH OOHapy>KeHa rpaHyIsIIOHHas TKaHb
BOKPYT MHOpOAHOTO Tesia. MHOpomHoe TeJlo — CKOopJTyTa
ducramiku pasMepamu 12 x 6 MM — OBUIO MHTUMHO
WHTETPUPOBAHO CO CIU3MCTON 000J0uYKON Ha 12—3 u
yciaoBHoOro 1uudepbnara. MHOponHoOe Teslo U3BJIEYEHO
(puc. 3, r, n). BeimosHeHa caHausl TpPaxeoOPOHXU-
abHOTO nepeBa. [locieomnepallMOHHBIN MEPUOI TPO-
TeKaJl YIOBJIETBOPUTENBHO, Yepe3 4 Hell Mmociie MmepBoit
OPOHXOCKOIIMY BBITIOJTHEHA KOHTPOJIbHAsT (prOpoOpoH-
XOCKOITMST: MHOPOIHBIE Tella He BBISBICHBI, Tpaxeo-
OpOHXMAaJIbHOE IepeBo 6e3 MPU3HAKOB BOCITAJICHUSI.

r — (hoTorpadust MHOPOIAHOTO TeIA — CKOPJIYNa (hucTamKu 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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0GcyxaeHue

Acnivpanust  ObIXaTeJIbHBIX — MyTeil  MHOPOIHBIMU
TeJlaMU — OJTHO U3 YPTeHTHBIX COCTOSTHUI, KOTOPOE MOXKET
TIPUBECTH Jake K JIeTATbHOMY MCXOMY, a TIOTOMY TpeOyro-
1Iee TPOBEACHUS He3aMeUTUTEIbHBIX MeporpusiTuii [1—3,
5, 12, 16]. HauGomblinasg yactoTa acrupainuii MHOPOI-
HBIMU TeJIaMU MPUXOAUTCST Ha Bo3pacT oT 10 Mec 1o 5 jer
¢ TIMKOM 3a00JIeBaéMOCTH B Bo3pacte oT 1 mo 2 et [4].
Cpenu actiuprpOBaHHbBIX B IbIXaTeIbHBIE TTYTH MHOPOIHBIX
ten B 80—90% ciiyyaeB OHUM OOHApYKMBAIOTCSI Ha OpOH-
XAATbHOM JepeBe. DTO CBsI3aHO € pa3Mepamu, (hopMoit
MHOPOMHBIX TeJI M AUAMETPOM IIpocBeTa OpoHxoB [5, 13].
OCIOXXHEHWsI, pa3BUBAIONIMECS TIOCTE aCIUpaldd WHO-
POIHBIX TeJI B TPAXeOOPOHXHMATbHOE JEPEBO, TIO JTAaHHBIM
3apy0OeKHBIX aBTOPOB, BapbUpyIOT oT 14,6 mo 27,8% [6, 12].
IMomamast B abIXaTeNbHBIE ITyTH, WHOPOIHBIE TeJIa BBI3BI-
BalOT MOpP(OJOTUIeCKre W3MEHEHHMS] OPOHXUAILHOTO
JiepeBa M HapylaloT TPaxeoOpOHXUATbHYIO TTPOXOIUMOCTh
[14—16]. KnuHuyeckue TIpOSIBICHUST He Bcerma ObIBAlOT
SPKUMU ¥ TUTTUYIHBIMU JUTS TIOMOOHBIX COCTOSTHHI, MHOTIA
CJTy>KaT OCHOBaHHMEM JIJIsl BBICTABJIEHUSI OIIIMOOYHOTO TUar-
Ho3za [11, 13]. Tak, B padote J.R. Lumaya u coasr. [7] oru-
ChIBaeTCsI CITyvaii IIMTEILHOTO, B TeUeHUe 6 JIeT, HaxoXIIe-
HMSI THOPOJHOTO Tejla (MeTauimdeckast 4acTh KapaHialia
C JJaCTUKOM — (eppyJi) B JIEBOM TJIaBHOM OpOHXE, OIIM-
GOYHO TIPUHSTOTO 3a TyOEepKyJse3 JEerKUX, MO TTOBOLY Yero
TPOBOIMIIOCH CIIELIM(DUIECKOE JIeUeHNE.

KnuHnueckue mposiBiIeHUs PU acTTMPaLiii WHOPOI-
HOTO TeJla HEPEeIKO TPAKTYIOT JeOI0TOM OpOHXMATbHOM
acT™Mbl [3, 16, 18]. B pesynbrare neTH mMoay4aror JUTUTEb-
HyIO U Hea((EeKTUBHYIO Teparuio, Kak ObUIO OMKUCAHO
B TIEPBOM cJlyJae Hallel cepru. DTOT cliydail ele mpu-
MeyvaTesieH OOHapyXXeHWeM MHOXECTBEHHBIX WHOPOI-
HBIX TeJI, UTO BCTpeuaeTcsl KpaitHe penko. B nmurepatype
ONMMCcaH TOMOOHBIN Cly4ail MHOXKECTBEHHBIX WHOPOI-
HBIX Tel (pparMeHTHI apaxuca) y pebeHka | roma 6 Mec,
y KOTOPOTO OblIa BBITTOJTHEHA TOMBITKA YIaJeHUS BCEX
(bparMeHTOB MHOPOIHBIX TeJT BO BpeMsl OPOHXOCKOITHM.
Ho npu usBneyeHnu Hanbosiee AMCTATIbHO PACIOOXKEH-
HBIX IBYX (pparMeHTOB apaxuca B JIEBOM IJTaBHOM OpOHXe
BO3HUKJIM 3HAYUTENIbHbIE TPYAHOCTU. [TepBhIii (hparMeHT
apaxuca OblJT U3BJIeYeH, HO Y pebeHKa BOZHUKIIA aCHCTO-
JIASI, 9TO TOTPebOBaJO CepAeYHO-JIETOYHON peaHnMa-
IIMW Ha OTepallMOHHOM CTOJIe MOCJe YaaJIeHUs BTOPOTO
(bparMeHTa MHOPOIHOTO Tella, JajbHElIee yXyaIIeHue
COCTOSTHUSI TIPMBEJIO K cMepTH nauueHTa [17].

B Hamewm ciydae, oGHapyXuB LIeJTbHOE WHOPOIHOE
TEJO0 W BBIPAXEHHBIN (UOPUHO3HO-THOWHBIN Tpaxeo-
OPOHXUT C KOHTAaKTHBIM KPOBOTEUEHHUEM TIpU CaHaIlWH,
MBI TIPEKpaTWIM MaHUITYJSILUI0O B HaaexIe Ha paspe-
IIeHEe BOCTIAJIUTELHOTO TMpollecca TMOA BO3NEMCTBUEM
KOHCEpBaTMBHOM Teparnuu. B ciiydyae ¢ WHOPOIHBIMU
TeJaMU PacTUTEIbHOTO TIPOMCXOXAECHUsI (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 TPAKTUYECKOMY BPA4YY

LIEJTbHBIM, YTO W TIOCITYKWJIO OCHOBAaHMEM JJIsI TpeKpa-
IIEHUS TIPOLIeAyphl. B mTOre MBI HEe OOHApPYKWJIN BTO-
poe MHOPOIHOE TeJI0, KOTOPOoe, TTOJ0OHO TTepBOMY, OBLIO
MMOKPHBITO (PUOPUHOM U HE BU3YaIM3UPOBATIOCH B ONTHUE-
CKOIl cCTeMe pUTUIHOTO OpoHxocKomna. JlaHHoe Ha0mo-
JeHUEe 3a0CTpsieT Hallle BHUMaHWEe Ha TOM, 4YTO, XOTSI
W OYeHb pPEeNKO, MOMOOHBIE Cydad BO3MOXHBI. B nmte-
paType MBI OOHApyXWJIM ellle Oojiee peaKoe HaOmome-
HUE, B KOTOPOM OIMMCHIBAETCSl UCTOPUSI 00JIe3HU pedeHKa
3 JIeT ¢ WHOPOAHBIM TEJIOM THIIEeBoAa (MeTamJecKast
maitba InaMeTpoM IIo 2 ¢M), TIocTie U3BJICYEHUST KOTOPOTO
Ha MPOTSDKEHWM 8 MeC COXpaHSIUCh KallleJdb W SIBJICHUS
TpaxeoOpOHXUTA. BbIMOTHEHHAss OpPOHXOCKOIMUS BBISI-
BWJa (pparMeHT KYpMHOI KOCTH, TTOCIIe YAaJeHUsT KOTO-
poii oXumaemoe YJIydllleHUe COCTOSTHUSI He HACTYITUIIO,
YTO TMOTPeOOBAIO BHITIOJHEHHSI TTOBTOPHOM OPOHXOCKO-
MM ¢ OOHapyXeHWeM JIOMOJHUTEIBHOTO (hparMeHTa
KYPUHOM KOCTH, PaCITOJIOXKEHHOTO B KOHTpasaTepaTbHOM
Ooponxe. JlaHHOe HaOJOIeHNE 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 cioxxHocTsiM [10]. TTosTomy He ciienyeT UrHo-
pPUPOBaATh CYIIECTBYIOLIYIO TIPAKTUKY BBITIOJTHEHUS] KOH-
TPOJILHOM OPOHXOCKOIUY B TeueHNe 1 MeC B 3aBUCUMOCTH
OT CTEMEeHM BOCTIAJIEHUSI CJIM3HUCTON OOOJIOUKM Tpaxeo-
OPOHXUATBLHOTO JepeBa C IIEJbI0O BBISIBJIEHUS OCTATOY-
HBIX (PparMEeHTOB WU JTOTTOJTHUTETbHBIX MHOPOIHBIX TeJl.
Oco0OeHHO 3TO KacaeTcsi HHOPOIHBIX TeJI PACTUTEIBHOTO
npoucxoxnenust [1-3, 4]. B ciydyae urHopupoBaHMS
TaKOM MPaKTUKU BO3MOKHBI OCIOXKHEHUST, KaK BO BTOPOM
HaOJIIONEHNN, B KOTOPOM pa3BUIach OPOHXODKTaTHIECKASsT
60J1e3Hb. DTO OCJIOXKHEHUE CTaJl0 CJIEACTBUEM XPOHMUE-
CKOTO TeueHUs 3a00JieBaHs TTPU OOTypallii MHOPOIHBIM
TEJIOM MPOCBeTa OpOoHXa, MPUBEAIIAST K MOPAXKEHUIO CITH-
31CcTOi 0000uKM OpoHxa [1—3, 14, 18]. B mocnenyromem
MOpakaloTcsl BCE CTPYKTYPHBIE 3JIEMEHTBI OpOHXa: Mcue-
3a10T 3JIACTUYECKUE BOJIOKHA, MOBEPraroTCs AUCTPOPU-
YECKUM U3MEHEHUSM XPSIIA W MBIIIEYHbIE 3JeMEHTHI.
B nopaxkeHHOM ydJacTKe BOCHAJUTEbHBIN Mpolece pHu-
BOIMT K HAPYIIEHUIO MOTOPUKKM OGPOHXMAJIBLHOTO JAepena.
PazuBaetcst nuddy3HbIii THOMHBI OPOHXUT C HUOPO3-
HBIM M3MEHEHWEM TIepuOpoHXHaIbHOM TKaHu. Ha 3aBep-
IIA0IIeM 3Tare MpolecC 3aKaHYMBaeTcsl (puOPO3HBIMU
M3MEHEHUSIMU CTEHOK OpOHXa M pacIIMpeHueM ero mpo-
cBeTa ¢ (popMHUpoBaHUEM OPOHXOIKTA30B, UMEIOIIIMX IPO-
rpeccupyoIuii 1 HeoOpaTUMBbIN XapakTtep. Jlaxe mocie
yIaJleHUs THOPOIHOTO Tejla GPOHXOIKTATUIECKUI TIPO-
1IeCC MOXKET PacTpOCTPAHATLCS Ha TIpUIIEKAINe OTHEIIbI
TpaxeoOpoHxuaabHOro aepena [3, 8]. [IpuBeneHHBIN ciy-
yail TIeMOHCTPUPYET, UTO Jaxke OPOHXOCKOIUS C ymaje-
HUEeM (DparMeHTOB MHOPOIHOTO TeJla He TapaHTUPYET €To
MOJTHOTO M3BNeueHus. OcTaBIIMiics (parMeHT apaxuca
MO PXKUBAJT BOCTIAJIUTENLHBIN TIPOIIECC IO OIMMMCAHHOMY
BbIllle MexaHu3My. CliefyeT cuMTaTh OLIMOOYHOM TakK-
TUKY, TIPU KOTOPOI He BBITTOJHSETCS TTOBTOpHAsT OPOH-
XOCKOTIUSI [IJIsSi KOHTPOJISI pe3yJibTaTa nepBoil. Tem Oonee
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bamaes C.M. u coasm. O1IMOKM 1 OCJTOKHEHUS B IMArHOCTHKE U JICYSHUU [eTeil C MHOPOIHBIMM OPraHUYECKUMU TeIaMU JIbIXaTeIbHBIX MyTeit

Korma y pebeHKa ObLT OTYETIIMBO 3a(hUKCUPOBAH STU30.
acrypany MHOPOAHOTO Tejla, YTO He BBI3BIBAJIIO CIIOXK-
HOCTEe C WHTeprnpeTalreil MPUIMHHO-CIIEACTBEHHOM
CBSI3M C KIIMHUYECKUMU MposiBieHusiMK. [Tocnenyroime
CUMITOMBI 3a00JIeBaHUsT Ha MPOTsKeHUM 1,5 Toma mocie
OGPOHXOCKOTN JOJKHBI ObITU MPUBECTH K MBICTU O HE00-
XOIMMOCTH TTPOBEICHUS TTIOBTOPHOTO MCCeIOBaHMs. DTO,
BEpOSITHEE BCETO, MOTJIO OBl TIPEAYIPEANTh BOSHUKHOBE-
HHE CTOJIb TPO3HOTO OCJIOKHEHUSI, KaK OPOHXOIKTaTHUe-
cKast 60JIe3Hb.

Tperbe HaOMOAEHUE TpUMEYATEIbHO HE TOJIBKO
coYyeTaHWeM WHOPOJHOTO Tejla C KOPOHABUPYCHOM
nHpekuueir (COVID-19), HO 1 0COOEHHOCTSMU Auar-
HOCTUKHU. Y pebeHKa ¢ OYEeBUAHBIM aHAMHE30M acIu-
palMi  WHOPOOHOTO Tejla C 3aTsKHBIM —TeUYeHUEeM
pecrupaTopHOTro 3a00JieBaHUSI HECIIOXHO OBbLIO TIpe-
MOJIOXUTh €T0 BEPOSITHOCTb, OH ObLI TOCTTUTAIM3UPO-
BaH JIJIs BBITIOJIHEHUST OGpoHxockonu. OmHAKO HaIndue
KOPOHAaBUPYCHON WHMEKIMM W HaxoXIeHHe pebeHKa
B «KPaCHOI 30HEe» 3aCTaBUJIO HAC JUTSI YTOYHEHMS TUar-
HO3a  BBIMOJHUTh  KOMIIBIOTEPHYIO  TOMOTpaduio,
a He Oponxockomnuio. CienyeT OTMETUTh, YTO B ITOJ00-
HBIX CJIy4asix MbI OOJIbIIE CKJIOHSIEMCS K BBHITIOJIHEHUIO
OGPOHXOCKOITUH, TMOCKOJIBKY 3TOT METON WCCIeIOBAHUS
HaubOosiee 3(peKTUBEH B IJIaHe TUAaTHOCTUKU, a B CIIy-
yae OOHapy>XeHWSI WHOPOIHOTO TeJjia IO3BOJIIET TPO-
BECTU €TO M3BJIEYeHNE B paMKax OJTHOKPATHOTO OOIIEro
obe30omuBanus [15, 19].

KommbioTepHass Tomorpadusi  OpraHOB — TPYIHOM
KIETKM —  BBICOKOMH(MOPMATUBHOE  WCCIIEIOBaHKE
MpY TIONO3PEHUM Ha WHOPOTHOE TeJNO JbIXaTebHBIX
MyTei, OMHAKO He CTOWT €T0 MCIOb30BaTh MTOBCETHEBHO,
ITOCKOJIbKY 3TO TpeOyeT MpUMeHeHUs OOIeil aHeCcTe3un
U COTIPSIKEHO C BBICOKOI 10301 PEHTTEHOBCKOTO M3JTyue-
Hus1. PeHTreHorpadus rpyaHoi KJIeTKH B IBYX TTPOEKIIUSIX
BO MHOTHUX CJIydastx TO3BOJISIET TIPEATIONOXUTh HAJTUIKe
nHopoaHoro tena [1, 9, 14, 15]. OyeBugHBIE PEHTTEHO-
JIOTMYEeCKMEe TIPU3HAKU, YKa3bIBaloIIe Ha HaJIMIue MHO-
POIHOTO Tejla, BO3HUKAIOT TIPU MOJTHOM 00Typaluu mpo-
cBeTa OpOHXa C pa3BUTHEM aTelieKTa3a JIETOYHOM TKaHM.
Ilpu atenexTase BCero JIETKOTO HaOMIOMAeTCS MHTEHCUB-
HOE, OIHOPOTHOE 3aTeMHEHWE JIETOYHOW TKaHW, TIpOo-
CBeTbl OPOHXOB HEPa3IMYMMBI, MeXpeOephbsl TMOopaxkeH-
HOTO TeMUTOpaKca CYXKeHbI, COOTBETCTBYIOIIAST TTOJIOBUHA
nradparMbl pacriojlaraeTcsl BBICOKO, CPEIOCTEHHE CMe-
IIIEHO B CTOPOHY TTOpakeHUsI, KOHTpaJlaTepaJbHOE JIETKOe
KOMIIEHCATOPHO B3AyTO. [ MTTOBEHTUIIAIINST TIPOSIBIISIETCST
YMEpEeHHBIM yMEHBIIEHUEM O0beMa M ITHEeBMAaTU3allnKu
JIETOYHOM TKaHU, CTYIIIEHUEM COCYIMCTOTO pUcyHKa. JIpy-
roif BApUAHT PEHTTeHOJOTMUECKOM KaPTUHBI, CIelMpUY-
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OBMEH OrlbITOM

Ol1eHKA IVIABHBIX PEry/IATOPOB 00MEHA BHEKJIETOYHOTO MATPHKCA Y 37I0POBBIX NMOJAPOCTKOB
Kpaiinero Cesepa
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MeanumHeknin ueHTp PAH», TiomeHb, Poccus;
2PrbYH «depepanbHblii UCCnenoBaTesbCkuii LeHTP "TIoMeHCKWI Hay4HbIl ueHTp 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 PEMOJIETUPOBAHNE MUOKAPA MOXKET ObITh KAK a/IalITHBHBIM BADHMAHTOM NPH OTNPeieIEHHBIX YCIOBHAX XKH3HE-
JIeSITeJIbHOCTH (3aHATHS CIIOPTOM, OEPEMEHHOCTD U JP.), TAK U Pe3yJbTATOM KapaAHOBACKYJIAPHOI natojoruu. /Ijis usydenus oco-
OeHHOCTell peMo/IeIMPOBAHNS Cep/ILa ¥ BOBJIeYeHHUs B MPOLECC KAPAUOMHOLMTOB ONpeesieTcsi ypOBeHb TPOIIOHMHOB, KpeaTuHgoc-
(hoxkuHa3bl M ee KapauoCcTenU(PUIHOI N30(hoOPMbI KAK MAPKEPOB HIIEMUH ¥ HEKPO32; il OLIEHKH HeiiPOropMOHAIbHOI MePecTPOiKu
HCCJIeyeTCsl HATPUitYpeTHYECKHid menTus, a s aucynkuun suaoreaus — C-peakTuBHblii 0e10K. CTeneHb aKTHBHOCTH NPOTEO-
JIN3a M IeTpajaluy KOJUIareHOBbIX BOJOKOH OTPAKAKT MOKA3aTeJ M YPOBHS MATPUKCHBIX METAJJIONPOTEMHA3 ¥ X TKAHEBbIE MHIH-
ouToppl. OHAKO YETKUX OMOXUMHYECKHX MAPKEPOB (DYHKIMOHAJIBLHOIO «aJaNTHBHOIO CEPALA» M MATOJOTHYECKOrO PeMOJIEpo-
BaHMsI MMOKAp/Ja B Pa3Hble BO3PACTHDIE MEPHO/IbI, IPH PA3IUYHBIX KIUMATHYECKUX YCIOBUSIX, BUIAX M BHIDAXKEHHOCTH CIIOPTUBHBIX
HArpy30K HeI0CTATOYHO, OCOOEHHO NP OlleHKe MATPUKCHBIX METAJLUIONPOTENHA3 M UX TKAHEBBIX HHrMONTOPOB. [lepBocTenenHoit
3aJa4eii NPy onpe/ieieHUH KPUTEPHEB NATOJIOTHYECKOTr0 NepeMoIeTMPOBAHNS MUOKAPIA CTAHOBUTCS, TAKUM 00PA30M, ONpe/ieieHne
HOPMATHBHBIX NOKa3aTeeid.

ILesb paGoThI COCTOSIA B OLIEHKE 3HAYEHHUSI OCHOBHBIX OMOXUMHYECKHUX MAPKEPOB COCTOSIHHS MUOKAP/IA Y 30 POBBIX MOJIPOCTKOB, PO-
Xkupatomux B ycioBuax Kpaiinero Ceepa. CorjiacHo nojiy4eHHbIM pe3y/ibTaTaM ypoBHu TpononuHa I, kpeatundocdokunaspi-MB,
acmapraTaMMHOTPaHC(epa3bl He MPEBHINATNA OOUIENPUHATbIE HOPMATHBHBIE BeJMYuHbI. OTMeYeHbI KOppeisiiui YpOBHeil JiaK-
TATAErHIPOreHaspl, acnapraraMuHOTPaHc(epasbl 1 MACCO-POCTOBBIX NMOKAa3aTeseil MOAPOCTKOB. Mapkepbl Aerpaganuu 3KCTpa-
HEeJUTIOJISIPHOTO MaTpuKkca (MATPUKCHAsT 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, CBS3AHHOM C KIUMATHYECKUMH
YCJIOBUSAMHU NMPOKUBAHUS JI€Teil MCCIeyeMoi TPYNIbI M BO3PACTHBIM ACTIEKTOM.

Karoueswte croea: nodpocmru, mapkeps: npomeoausa, cepoeyroe pemodeaupogarue, Kpainuii Cegep.

Ansa umtupoBanus: JlykbsiHauk K0.[., MannHuHa E.N., YepHbiwesa T.B., lanox J1.U., lNetenuHa T.U., JleoHosu4 C.B., 3yesa E.B., lNetpos C.A.
OLeHKa rnaBHbIX PEryasiTopoB 06MeHa BHEK/IETOYHOIro Marpukca y 340P0BbIX noapocTkoB KpariHero Cesepa. Poc BECTH nepuHaTos 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 PETUOHAJIBHOW WJIM TJI00aJbHON CTPYKTYPbI
1 (QYHKUMM MUOKapjaa, B OCHOBE (OPMUPOBAHUS
KOTOPOTO JIEXUT SKCHPECCUSI TEHOB, OMPEICIISIONINX
MOJIEKYJISIDHBIE, KJIETOYHBIE, a TAKXKE MHTEPCTULINAIb-
HBle M3MeHeHusT B Muokapnae [1]. B matorenese pemo-
NIeJIMPOBAHUS CEp/Ila MPOCIEXKUBAIOTCSI TPU OCHOBHBIX
MEXaHW3Ma pPa3BUTHS: OTBETHAsl peaklMs MHUOKapaa
Ha CTpecc, COIPOBOXMAWIINICST AePUIIUTOM KHUCIO-
poa; HeporopMoHaabHas MepecTPoiika B BUAE MOBBI-
IIeHUST aJpeHEePrUYecKOi aKTUBHOCTU W AUCHYHKIIUS
sHaoTenus. PeMonenumpoBaHue cepiiia MOXeT OBITh
W KOMITEHCAaTOPHOM peakiMeil Ha TUITOKCUIO U CTpecc.
CocTrosiHME, U3BECTHOE KaK «CIOPTUBHOE CepIlie», —
9TO pe3yiabTaT napadu3noJIOTUUYECKOTO PEMOJETN-
pOBaHUsI, B YaCTHOCTU IapueTaJbHON TrumnepTpodun
MUOKapAa W YBEJIWYEHUS KaMep Cepalla BCJIEICTBUE
a’pOOHON TPOMOJKUTEILHONM CIHOPTUBHOM IeSITelb-
HOCTHU. DTa AesITeTbHOCTh COMPOBOXKIAETCS TTOBBIIIEH-
HBIM TIPUTOKOM KpOBU K TKaHSIM C OTHOCUTEJIIbHOW
HEXBAaTKOW KHWCIOpPOAAa W TOBBIIIEHHOW TMpeaHarpys-
KO mpwu cTpecce, HO afeKBaTHOU reMOAMHAMUYECKOMN
U TKAHEeBOW KOMIIeHcaluei mpu 0a3aabHBIX YCIOBUSIX.
B sTOM OTAMUME OT MalMeHTOB, CTPaJaKIIUX MMaTOJIO-
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OBMEH OlbITOM

TMYECKUM PEeMOJIeIMPOBAHUEM OT HeaJleKBAaTHOTO KHC-
JIOPOJHOTO oOecTieYeHus] TKaHei 1 TTOBBIIIIEHHOTO JaB-
JIeHUs1 00beMOM Jaxe mpu otabixe. OObIuHas a3poOHast
Harpy3ka CHMXaeT KOJIMYECTBO COOBITHIA, CBSI3aHHBIX
C TaToJOTHEell KOPOHApHBIX apTepuil, a CBEPXWHTEH-
CUBHasi MOXET yBeJMYMBAaTh PUCK BHE3AIHOW cepaey-
HOI CMEpPTH M Pa3BUTUSI OCTPOTo MH(apKTa MUoOKapaa
Y BOCIIPUMMYHUBBIX CIIOPTCMEHOB [2].

B mpouiecc peMonmenpoBaHUST CepaAlia  BOBJICUSHBI
GubpobacTbl, KAPAUOMUOLIMTHI 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-
MUYECKHe YepThl, HO CYIIECTBEHHO pa3iuyaeTcs
M0 MMKPOCKOTIMYECKOW KapTUHE: NpPU CEPACUHOU
HEIOCTaTOYHOCTH WMMEETCSl BbIpakeHHBIN (HUOpPo3,
B TO BpeMsl KaK Ha paHHUX CTagusix (popMupoBaHUS
«CTIOPTUBHOTO cepia» ¢Gpubpo3a HeT, YTO AesaeT Mpo-
11eCC PEMOIEIMPOBAHUSI 0OPATUMBIM, ITPU ITOM COXpa-
HSIOTCSI TMACTOJIMYecKasi U cUcTomuyeckass (pyHKIUs
xenynoukoB [1]. KoneuHo, ponb 3xokapauorpadun
U JAPYTUX PagroJIOTMYECKUX METOJIOB B JUAaTHOCTUKE
CEepIeYHOTO PEMOAEIMPOBAHUSI HEOLIEHUMA, HO, BBULY
0oJsiee TOHKOTO MOBPEXAEHUsI MUOKapaa, HEOOXOAUM
MOUCK JIaOOPATOPHBIX MapKEPOB PEMOJEIUPOBAHMUS
cepalia 10 HaJUYMST BUAUMBIX CTPYKTYPHBIX M3MEHE-
HUI ¥ KIIMHUYECKO MaHU(eCTalluN.

Marpukcabsie MetayonporenHassl (MMP) u Tka-
HEeBble WHTMOMTOPHI MATPUKCHBIX METaJJIONpPOTerHA3
(TIMP) — ocHOBHbIE NeTEPMUHAHTHI TKAHEBOTO PEMOJIe-
JINPOBaHMUS B Cllydyae Kak (PU3MOoJ0rMueckoro, Tak v maro-
Jloruyeckoro mpoueccoB. Mccnenosatenu npeanonaraior,
YTO AESITeTbHOCTh MATPUKCHBIX METAJUIONPOTENHA3 MOXET
U3MEHUTb CTPYKTYPY O9KCTPAlle/UTIONSIPHOTO MaTpuKca
BCJIEACTBUE CMOCOOHOCTU TMAPOJM3UPOBATL OCHOBHBIE
OeJIKM COeMHUTENbHOM TKaHU. PemonennpoBaHue BOJO-
KOH KoJulareHa W TIOBPEXIEHME KapauOMUOLWUTOB —
OCHOBHasI TIPUYMHA YBEJIMYECHUS XKeJTYTOUKOB U Pa3BUTHSI
MPOTPECCUBHON KOHTPaKTUJIbHON auchyHKImMu. Cuura-
€TCsl, UYTO B Pa3BUTUH MATOJOTMYECKOTO PEMOJETUPOBAHUS
cepiia riaaBHyo pojb urpaior MMP1, MMP2 u MMP9,
y4yacTBysl B Jerpaganuu kojuiareHa. B ¢dbusunonornyeckux
YCJIOBUSIX MaTPUKCHBIE METAJLJIONPOTEUHA3bl CUHTE3UPY-
I0TCS B HE3HAUMTEJIbHBIX KOJIMUYECTBAX, OTHAKO Ha CUHTE3
W CEKpPEelMI0 MATPUKCHBIX METaTIONPOTEeNHA3 BIIUSIOT
LIMTOKWHBI, (haKTOpbl POCTA, JIUMOIMOJIUCAXApUIAbl U Jp.
MarpukcHble MeTaIONPOTeHAa3bl U3MEHSIOT CTPYK-
TYpy BHEKJIETOYHOTO MaTpUKCa, MHULIMUPYIOT TTPOTEOIIN3,
YTO MPUBOJUT K CHIKEHUIO COKPATUMOCTH Cep/Lia U Tna-
TallMU XeJNyNoukoB cepaua. [Ipeanonaraercsi, 4to cemeri-
CTBO 0€JIKOB TKaHEBBIX MHTMOMTOPOB MAaTPUKCHBIX METasI-
JIONMPOTENHA3 PETYJMpPYET NEerpaalnio MaTpukca IyTeM
Kak HeoOpaTUMOTO ToiaBieHUs] (bepPMEHTaTUBHOM aKTUB-
HOCTM MAaTPUKCHBIX METaJUIONpPOTerHa3, TaK M OJIOKU-
pPOBaHUSI 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 M3YYaloTCsl pa3IMYHbIe TKaHEBBIC
WHTUOMTOPBI MaTPUKCHOW 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-
Banuio ctpoMmenu3nHamu [3]. I1o muenuio D.D. Bonnema
u coaBt. (2007) [4], cooTHOIlIEHE MAaTPUKCHBIX METAJLIO-
MPOTEeNHA3 U TKAHEBBIX MHTMOUTOPOB MAaTPUKCHBIX METaJI-
JIOTIPOTEMHA3 CIYXXUT KOCBEHHBIM TOKa3aTejieM OOIlero
roMeocTas3a 3KCTpaleUTosipHoro Maptpukca. [loBblle-
HUE MTAHHOTO COOTHOIICHUS CBUIIETEILCTBYET O OOJIbIIIEM
MOTEeHIIMAJIe aKTUBHOCTU MAaTPUKCHBIX METAJUIONIPOTENHAS,
TOr/Ia Kak 00jiee HU3KOE COOTHOIIIEHUE — O CHIKEHUU MX
npoteonu3a. [lpencraBisier HaydHbII MHTEpEC M3ydeHUE
npoduiieit pepepeHTHBIX 3HAYEHUIT MaTPUKCHBIX METas-
JIOTIPOTEMHA3 U UX TKAHEBBIX MHTMOUTOPOB, a TaKXKe COOT-
HOIIIEHUST MEXIY HUMHU C YUYETOM PErMOHAIbHBIX OCOOCH-
HOCTE# KaK KJIMMaToreorpauyeckrx, Tak 1 BO3PaCTHbIX.

JIst u3ydeHust peMoneIMpoBaHusl cep/ila U BOBJIeUe-
HUS B MPOILIECC KapAMOMHUOILIMTOB OIPEILSIIOT YPOBEHb
tportoHnHoB T u I, kpeaTnHdOChHOKMHA3H U ee Kapanuo-
cnenuduyHoil n3odopMel MB, a Takke acrapratamMm-
HoTpaHcdepasbl 1 JaKTaTAETMAPOreHa3bl Kak MapKepoB
WIIEMUM 1 HEKPOo3a, a TAKXKe MOBBIIIIEHHBIX (DPU3NYECKUX
Harpy3okK, Mpu KOTOPBIX YBEJIUYMBAETCsS OOpa3oBaHHeE
BBICOKOHEPTeTUUECKOTO COeAMHEeHMsT KpeaTuHpochara
non Bo3neiicTBueM 3Tux (pepmeHToB. ITocKoabKy mepe-
YUCJIEHHbIC (DEPMEHTBHI CIIy>KaT MapKepamMy COCTOSIHUS
TU1a3MaTMIYecKux MeMOpaH, UX YpOBEHb YBEIUYMBAETCS
MPU TIOBBIIIEHUN TTPOHUIIAEMOCTH MEMOpPaHHBIX CTPYK-
TYp MHUOLIMTOB BIUIOTh JIO TMOJIHOTO UX pa3pylIeHusl. To
BO3HUMKAET TIPU Pa3IUYHBIX MATOJOTMYECKUX COCTOSI-
HUSIX, B TOM YUCJIEe TIPU TUTIOKCUU U CBEPXMHTEHCUBHBIX
¢usnuecknx Harpyskax. OmpenesieHue BCeX YKa3aHHBIX
GepMEeHTOB MPEACTABIISIET OCOOBII MHTEPEC B CIIOPTUB-
HOW TUarHOCTUKE: ec/iv (pru3myeckasi Harpy3Kka BbI3bIBaeT
3HAYUTEJIbHBIN BBIXOI 3TUX (DEPMEHTOB B KPOBb U3 TKa-
Hell M OHM JIOJITO COXPAHSIIOTCS B HEW B MEPUOJ OTAbIXA,
9TO CBUJIETEJILCTBYET O HEBHICOKOM YPOBHE TPEHUPOBaH-
HOCTM CMIOPTCMEHA M BO3MOXKHOM TPEIIaToI0THYEeCKOM
COCTOSTHUM opraHu3ma [5].

JIma  oleHKM HEeHpPOropMOHAIBHON  ITePECTPOMKN
WCTIOJIB3YETCSI HATPUMYPETUYECKUIA MENTUA WIA HaTpUKi-
ypetuueckuit mienitua B-tuna (Natriuretic peptide type
B, BNP) — ropmoH, cekpeTtupyeMmblii KapAMOMUOLIN-
TaMU B XKeJIyJOUKax Ccepla B OTBET HA MUOKAPAUAJIbHBINI
cTpecc M ITUCHYHKIMIO KeJyI0oYKOB — Teperpy3Ky 00b-
eMOM W/WJM pacTsokeHue Kamep cepaia. OOpazoBaHue
BNP nporicxonut myTeM pacIieIuieHUsI €To TIPeIIIeCTBeH-
Huka — proBNP Ha aktuBHbIiT ropmoH BNP, BbimosHs0-
Wi psin GYHKIMI B OpraHu3Me YeJIoBeKa, U HeaKTUBHBII
dparmenT NT-proBNP [6]. [Tomumo cepaedHoli HemocTa-
TOYHOCTH, YPOBEHb HATPUINYPETUUECKUX TICTITUIOB MOXET
TOBBIIIATHCS, XOTSI M B MEHBIIEH CTENeHU, MPU TMITOKCe-
MMU, TUCHYHKIIUU TIOYEK, LIMPPO3E TIEUEHU, CETICUCE, OXKM-
pPeHUM, UHTEHCUBHBIX (PM3MYECKUX Harpyskax (B OCHOBE

JISKUT TIpeXonsiliee HapylleHue MeTaboau3Ma Kapauo-
muonmToB). [lpyu HapylieHUn mMeraboiaM3Ma IMPOUCXOIUT
3aKUCJIEHE BHYTPUKJIETOYHOU CpEIbl, YTO CIOCOOCTBYET
3aIycKy aronTOTHYECKUX TyTel, TOBPEXIECHUIO KIIETOU-
HBIX MeMOpaH M POCTy WX TPOHUIIAEMOCTH, Oyaromapst
yeMy KapIuoMapKepbl MOTYT BBIXOIUTh BO BHEKJIETOUHYIO
cpeny [6]. Harpuitypetnyeckue menTUIbl MOTYT UCIOJb-
30BaThCsl B TIEPBUYHOM MEIWIIMHCKOM 3BEHE C IIEJbIO
CKpUHMHTA W BBIICJICHUST TPYIMITBI OOJBHBIX C BBICOKOI
BEPOSITHOCTBIO CEPIIEUHO-COCYIUCTHIX 3a00JIeBAaHU U, CTe-
JIOBaTeJIbHO, UMEIOLINX ITOKa3aHMsI K TaJbHelIeMy ooce-
JIOBAHUIO 1 HAOJTIOICHUIO.

Ilens WccnenoBaHusA: OTNPENETUTh 3HAYEHUS OCHOB-
HBIX OMOXMMMUYECKUX MapKepOB COCTOSHUSI MUOKapaa
Yy 3IOpPOBBIX TTOAPOCTKOB, IPOXUBAIOIINX B YCIOBUSIX
Kpaiinero CeBepa.

XapakrtepucTuka peteii u MeToAbl UCCeaoBaHUS

TIpoBeneHO OMHOMOMEHTHOE TOIEPEYHOE WCCIIEN0-
BaHHWE C yJacTueM 66 MaJb4uKOB B Bo3pacte 12—17 neT
B Tiocenike benosipck fAmano-HeHenkoro aBTOHOMHOTIO
okpyra. IIpoBemeHBbI OOBEKTMBHBII OCMOTP C OIIEH-
KOI aHTPOIOMETPUYECKUX TToKa3zaTeseii, JabopaTopHoe
uccienoBanue (BNP, tporonunna I, kpearnHdochoku-
Haza u ee ¢pakuuss MB, C-peaktuBHbIil OeJ0K, acrap-
TaTaMUHOTpaHcdepasa, nakTaraeruaporeHasza, MMPI,
MMP9, TIMP-1, TIMP-4) Mmeronom MMMyHODEpMEHT-
HOTO aHajM3a, a TakkKe WHCTPYMEHTAJIbHOE OOCIenoBa-
HUe (CTaHmapTHasT SJIEKTPOKapAMOrpadus, XOJITEPOBCKOE
MOHUTOPUPOBAHNE IEKTPOKAPIUOTPAMMBI M 3XOKaPIUO-
rpacdust). MccnenoBaHue ono0peHO KOMUTETOM IO OMO-
MEIUIIMHCKON 3THKe TIOMEHCKOTO KapauoJIOTMYecKOro
HayyHOro IIieHTpa, ¢ummama Tomckoro HalMOHAIb-
HOTO MEIWIIMHCKOTO MCCiIeAoBaTeibeckoro neHtpa PAH.
OO0cnenoBaHHbBIC IETU HE UMEIOT CTPYKTYPHOI MaTOJIOTUH
cepalla U He 3aHMMAaloTCA B MPOGMECCUOHANBHBIX CIOP-
TUBHBIX CEKIIUSX, SABIISTIOTCS KOPEHHBIMU KUTEJISIMUA JaH-
Horo perroHa. Cpenn obciaenoBaHHbIX 83,3% — HEHIIHI,
9,1% — pycckue, 4,5% — xomu, 3,1% — XaHTHI.

J1st CTaTUCTUYECKOTO aHaliu3a TpU HEeHOPMaJIbHO
pacrpeleIeHHbIX TlapaMeTpax PacCUMTHIBAIN MeAuaHy
u kBaptuim (Me [Q1; Q3]).

Pe3ynbTathl u 06cyxaeHue

B mHacrosmieit pabore BHMMaHMe (OKyCHpPOBa-
JIOCh Ha YPOBHSIX MapKepoB DPEeMOJECIMPOBaHUS cepalla
(cM. Tabiuily) M WX KOppeNsiusX ¢ NaHHBIMUA KIWHU-
YecKoro o0OcCJiefIoOBaHUs AeTeil HCCAeNyeMOil KOTOPTHI.
Hu y xoro u3 noapocTkoB He 3ahMKCUPOBAHO TTPEBBIIIIE-
HUEe HOPMAaTHBHBIX YPOBHEI TPOMTOHMHA |, yKa3bIBalo111ero
Ha OCTpoe TIOBPEXIeHNE MUOKapaa. YPOBeHb TPOIIOHMHA
I B HameM uccienoBaHMM KOPPEIMpOBal C KOHIIEHTpa-
Meit Hatpuitypetndeckoro nentuna (r=0,329; p=0,006).

CrnenyeTr OTMETHTb, YTO TMPU HOPMAJIBHBIX YPOBHSIX
KkpeatuHdochokrnHazbi-M B ee ripencraBieHHOCTb B MPO-
LIEHTHOM COOTHOIIEHUU OT o0lIeil KpeaTnHMOCHOKU-
Ha3bl BbIIIIE, YeM YKa3aHHBII B IUTEpaType HOPMATUBHBIN
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OBMEH OlbITOM

Tabauya. YpoBHU MapKepoB peMO/IeTMPOBAHUS CepIua y 3A0POBbIX noapocTKoB 12—17 det, npoxkusaromux 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, Hr/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 =

Tpumenanue. KOK — kpeatnHdochoknnasa; AcAT — acnapraramuHorpaHcdepasa; JIAT — nakratnerunporenas; CPb — C-peakTuBHBII Oe-
J10K; BNP — Harpuitypetnueckuii nentun B; MMP — marpukcHas Metayutonpotertasa; TIMP — MHruOuTop MaTpuKCHOM METa/UIONPOTEUHA3bI.

napameTp 4—6%, 1 3TO He MO3BOJISIET UCITOIB30BaTh TaH-
HOE COOTHOIIIEHUE B MCCIIeayeMoii rpytre [7].

V 24 (36,3%) obcnenyeMbIX ypoBeHb KpeaTHH(bocho-
KWHa3bl TIPEeBbIIIA]T HOPMAaTUBHBIN TTokazaTesnb 190 en/m,
Torma Kak YpoBHUM KpeaTuHpochoknHassl-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 IOBBI-
IIeHWe YPOBHSI KpeaTUH(MOCHOKMHA3BI Yy HeTeil MOTYT
BJIVISITh MIOBBILIIEHHAST ABUTAaTEIbHAS aKTUBHOCTh U MATO-
JIOTUSI IIIUTOBUIHOM 3KeJle3bl, OMHAKO Cpenu obOciemye-
MBIX OTCYTCTBYIOT HETH, MPO(PECCUOHATHLHO 3aHMMAlO-
Iecss akTUBHBIMU BUIAMU CIIOPTA, a TAKXKe COCTOSIIIINE
Ha JUCTIAaHCEPHOM y4YeTe Y SHIOKPHHOJIOTa U UMEIOIINe
KIMHAYECKUE MPU3HAKKA TUTTOTHPEO03a.

HecMmoTpst Ha TipeBbIlIIeHNe YPOBHS KpeaTHH(MOCHOKM -
Ha3bl 'y 1/3 TOApOCTKOB, y OOJILIITMHCTBA O0CIEAYEMbIX 3TOT
ToKa3atejib ObLI MEHbIIIe B3TOTO HOPMATHMBHOTO Tapa-
MeTpa. YpoBeHb KpeaTMHMOCHOKMHA3B KOPpeIrpoBal
C aKTMBHOCTBIO JlakTatneruaporeHassl (r=0,302; p=0,01)
u aciapraraMuHoTpaHcdepasbl (=0,429; p<0,001).

JlakTatnernaporeHasa M acmapTtaTaMUHOTpaHCcde-
pa3a — (epMeHThI, KaTaTU3UPYIOIINe OKUCIUTETbHO-
BOCCTAHOBUTEIbHBIE PEaKIIMU, a TaKXKe OCYIIECTBIISIO-
e peakluy MEXMOJEKYISIPHOTO B3aUMOIEUCTBUS,
KOTOpBbIE MOTYT YCHJIMBAThCSI TIPU OCTPOM ITOBpEXKIE-
HUU MUOKapaa. B ncciemyemoii rpyrme y 6 MOApOCTKOB
MMeJIOCh HE3HAUUTEIbHOE TPEBBIIEHNEe AKTUBHOCTU
obmeit yaktaTaernaporeHassl. Cpenn MapKepoB Hau-
0OJBIIYI0O OOpaTHYIO KOPPEISILIHNI0 IPOAEMOHCTPH-
poBaJiM YPOBHUW JIaKTATAECTMIPOTeHa3bl M acrapTara-
MHMHOTpaHcGhepa3bl UM aHTPOITIOMETPUYECKUE 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 acrmapTaraMuHOTpaHc(epasbl
OT pocTa U Macchl cooTBeTcTBeHHO (r=—0,444; p<0,001

n r=—0,525; p<0,001), uTo ciAemayeT yIUTHIBaTh MPU XPO-
HUYECKUX PACCTPOMCTBAX MMUTAHUS U HAPYIIEHUSIX pOCTa
y pebeHKa. YpOBEHb JIAKTATIETUAPOTeHa3bl KOppesu-
pyeT ¢ ypoBHeM acrapTtatramuHoTpaHchepassl (r=0,681;
p=0,003), yTO CBUIETENBLCTBYET 00 OIHOHAIIPaBJIEHHO-
CTU OTUX TIOKa3zaTesiell (hepMEHTATUBHON aKTUBHOCTU
CepIeYHO-COCYAUCTOMN CUCTEMBI.

Harpuitypetnaeckuii menTug — Mapkep, XapakTepu-
3YIOLINI 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 TakKXe ¢ KOH-
LIEHTpallieil  MaTPUKCHOM  MeTaJUTONpOTeMHAa3bl —
1 B rutazme kposu (r=—0,247, p=0,045).

B apkTuyeckoii 30He Ha CHHTE3 MATPUKCHBIX METAJLIO-
MPOTENHA3 BIUSAET TKaHeBast TUTTOKCHSI, BhI3BAaHHAST KOM-
IJIEKCOM  KJTMMaToreorpauieckux (hakTopoB BBICOKHMX
KUPOT. YpoBHU KOHIIeHTparun MMP1 u MMP9 B nccre-
JIYyeMOI TpyMIe OTIMYAJINCh OT UMEIOLIUXCST B JINTEpa-
Type HaHHBIX: Tak, B wucciaenoBanuu [.A. CyxaHOBOI1
u coasT. [9] ypoBeHb MMPI coctaBun 8,80+0,07 Hr/mi,
MMP9 — 441,61%£37,98 Hr/ma (y OeTeid, MPOKUBAIOLINX
Ha Tepputopun 3anagHoit Cubupn).

Konnenrpaunss MMPI1 koppenupoBaia ¢ Macco-
pocToBbIMU TIOKazareasamu (1o Macce r=0,294; p=0,025;
mo pocty =0,275; p=0,016), a Takke YpOBHEM CHUCTO-
mmyeckoro (r=0,246; p=0,046) W ITMACTOIMYECKOTO
(r=0,251; p=0,041) aprepmanbHOrO naBieHus. boiee
TOro, KoH1eHTpaius MMP1 uMen npsiMmyto 3aBUCUMOCTb
OT YaCTOTHI CEpAEYHBIX COKpAIleHWI y TOAPOCTKOB
uccnemxyemoir rpymmsl (r=0,336; p=0,036), 9TO MO3BO-
JISIET pACCMOTPETh POJIb JAHHOTO TIoKa3aTeIsT IJIsT OLIEHKH
aJanTUBHBIX BOBMOXKHOCTE! OpraHn3Ma.

Konuentpammus TIMP-1 B chiBOpoTKe KpOBU
JeTeil IIKOJIBHOTO BO3pacTa IO Pa3IUYHbIM JTaHHBIM
He mpeBbllana 150 Hr/mi, a B CTapIIMX BO3PACTHBIX
rpynrax cocTapistia 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), Toraa Kak B MCCJIENyeMON Tpyrime
koHueHTpanus TIMP-1 He mocturana 1aHHOTO YPOBHSI.
B pa6ore JI.b. Kum u coasr. [10] cmemaHo mpenro-
JIOKEHUME, 4YTO CBSI3aHHBII C BO3pacToM JucOalaHC
B cucteme MMP/TIMP MoxeT urpaTh posib B MEXaHU3-
Max TPeXIeBPEeMEHHOTO CTapeHUs! CeBEepsiH U pa3BUTUU
WHTepPCTULIAILHOTO (hrbpo3a.

KmoueBsim moaynsitopoM MMP9 ciyskur TIMP-4.
OH urpaer >XM3HEHHO BaXXHYIO POJib B auddepeHIIna-
LIUM CTBOJIOBBIX KapJAMOMMOIIMTOB, a TakXke OoOecreuu-
BaeT cokpatuMmocTb Muokapaa. Konuenrpaiust TIMP-4
“MeJia TIOJIOKUTENIbHYIO KOPPEeJISIMI0 ¢ KOHIIEHTpaluen
TIMP-1 (r=0,247; p=0,045) u oOpaTHyl©0 — C KOHIIEH-
Tpauueit C-peakTUBHOTO Oejika KakK Mapkepa Auc(]yHK-
uu aHporenust (r=—0,274; p=0,025). OcobeHHOCTH TKa-
HEeBBIX MHTUOMTOPOB MAaTPUKCHBIX MeETaJIONpPOTenHA3
Yy KUTENeil CeBepHbIX IHIMPOT M3YYeHBbl HEIOCTaTOYHO.
Hamm pesynbraThl cormacyiores ¢ gaHHbIME M. Oikonen
u coaBT. [11], corlacHO KOTOpPBIM y MOJIOABIX (DMHHOB

(24—39 ner), HEe UMEIOLIIUX CUMITTOMOB CEpAEYHO-COCY/IH -
croit matojioruu, coaepxanue TIMP-4 obparHo Koppe-
JINPOBAJIO C TOJIIIMHOMN KOMILIEKCA MHTUMA-Meara o01ei
COHHOW apTepuu, CUCTOJMIECKM apTepuabHbIM JaBlie-
HUEM U CTaTycOM KypeHUsI; He uckiodyeHo, uro TIMP-4
MOXeT OBITh POTHOCTUYECKUM MapKepoM OeCCHUMIITOM-
Horo areporeHe3a [11]. MmeroTcs equHWYHBIE TaHHbBIC
o cHuwxeHun ypoBHs1 TIMP-1 y 1OHBIX CHOPTCMEHOB
BBICOKOH KBaJIM(DUKAILIMU, a TaKXkKe OTpUIIATEeIbHOW B3a-
UMOCBSI3U Mexay conepxkanueM MMP9 u TIMP-1 [12].
Cuuraercs, yTo u3mMeHeHus otHoleHust MMP9/TIMP-1
B TUTa3Me MOTYT OBITh CBSI3aHBI C TTATOJIOTMUYECKUM PEMO-
JETUPOBAHUEM U PUCKOM Pa3BUTHsI AUC(HYHKIIUH JIEBOTO
xenynouka. CootHomenne MMP9 u TIMP-1 B rpymie
HCCeIOBAHUSI MMENO  OTPUIIATEIbHYIO  KOPPEJSIINIO
¢ koHueHtpauueitr TIMP-4 (r=—0,308; p=0,011) u cocra-
wio 0,619; Mo uWMEIONIMMCST JaHHBIM JIUTEPaTyphl,
Yy MY>KUMH MoJioxe 29 JieT, mpokuBamomx B MypMaHCKoit
obnactu, orHoiieHue MMP9/TIMP-1 cocraBuno 0,578,
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a y 300pOBBIX JIeTel, MPOXMBAIOIIMX Ha TEPPUTOPUU
3amanHoit Cubupu, — 2,6, 4T0 IeMOHCTPUPYET CHIDKEHHE
JTAaHHOTO MoKa3aTesis B ceBepHBIX pernoHax [9, 10].

3aknovyeHue

Takum oOpa3zom, orpeneseH ypoBeHb MapKepoB
nporeoano3a y moapoctkoB I—II rpymmsl 3mopoBbs,
MPOXMBAIOIINX B CeBepHBIX Imuporax. I[IpomeMoH-
CTPUPOBAHbl OTJIWYHBIE OT MMEIOIIMXCS B JIMTepa-
Type 3HauyeHWs, 4YTO, BEPOSITHO, OOYCJOBJIEHO KOM-
IUIEKCHBIM BO3IEeMCTBUEM KIMMAaTUYECKUX (PaKTOpPOB.
YV monpocTKoB, MPOXMUBAIOIINX B APKTUUECKOI 30HE,
P KOPPEJISIIMOHHOM aHaJIn3e He BBISIBJICHO IIPSIMO
nmoJioxkuTenpHoU cBsi3n (r<0,2; p>0,05) MexXmy KOH-
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MunaneHyeckasi CMEPTHOCTb KAaK JIAKMYCOBasi OyMara OTpakaeT ypoBeHb PAa3BUTHS MeIULMHbI CTPAHbl. AKTUBHOE Pa3BUTHE J€T-
CKOrO 3/IpaBOOXPAHEHHsI MO3BOJIWIO B 3HAYUTEIbHOM CTeNeHd CHU3UTh ITOT MOKa3aTellb, HO MPU 3TOM M3MEHWJIACH CTPYKTypa
M BKJIAJ] BPOXK/IEHHBIX MIOPOKOB PA3BUTHS CTAJ 0oJiee 3HAYMTENIbHbIM, YeM 10—15 u Tem 0osiee 40 et na3an. Hosbie peannu 6po-
CAI0T HOBbIE BbI30BbI NMPOGeCCHOHATPHOMY COOOIIECTBY KAK B MEAHMLIMHCKOM, TAK M B OPTaHM3ALMOHHOM M 3aKOHOTBOPYECKOM
muanax. [Ipeacrasisem QeidCTBYIONLYI0 CHCTEMY OPraHM3alMH MOMOINM JETSM C BPOXKIEHHBIMH MOPOKAMM PA3BUTHS, PeAN30-
BaHHYI0 B MocKkoBcKoii o61actn. CrcteMa BKIIOYAaeT aKymIePCKylo CIyK0y (CKPHHHHT OPOKOB Pa3BUTHsI, IKCHEPTHOE 00CIe0-
BaHHe W NMPEHATAIbHOE KOHCYJIbTHPOBAHHE, POIOpPA3PENIeHNE B CIENHUATN3HPOBAHHOM NMEPHHATAJILHOM IEHTpE), HEOHATAJIBHYIO,
JIeTCKYI0 XHPYPIUYecKylo (MpeHaTajibHOe KOHCYJIbTHPOBAHHE, OKa3aHHe XMPYPIrHYECKOil MOMOIM B POJUIBHOM 3aJie, KOPPeKIuUs
MOPOKOB Pa3BUTHS B NepHoJe HOBOPOXKIEHHOCTH, MOC/IeyIoLlee ITANHOe JeyeHne U Ha0loleHne) U NeANaTPHYECKYI0 CIYKObI.
IIpennoxKeHHbIH AJATOPUTM HANPABJIEH HA CHIXKEHHE BEPOSITHOCTH POXKIEHHsI pedeHKa ¢ HeMATHOCTHPOBAHHBIM WM JIETAIBHBIM
MOPOKOM, MPEAyNpeKIeHne HeKOHTPOJIMPYEMOTO PAa3BUTHSI KPUTHYECKOTO COCTOSIHNS, o0ecreyeHne ONTUMAIBHOTO U 0e30MacHOro
MeTO/Ia ONePATHBHOTO JIeYeHHsT U TAKTUKH M0CJIe0NePALOHHOr0 BefieHns. BHeipenne TaKoii cucTeMbl HO3BOJIUT He TOJIbKO CHU3UTD
MJIA/IEHYECKYI0 CMEPTHOCTb, HO M YMEHBLIUTb HHBAJIMAN3ALMIO I€TCKOTO HACEIeHHUs.

Karoueswte croea: demu, maadenueckas cmepmHocms, HOPOKU PA3GUMUSL, XUPYP2USI HOBOPOICOCHHIX, NPEHAMANbHbLI KOHCUAUYM.

Ans untuposanmsa: H.@. Lllanos, KewunwsH E.C., EkumoBckas E.B., MenbHuk T.H., MbixTeeB [.A. OpraHu3aums noMoLy HOBOPOXAEHHbIM
C BPOXAEHHbIMY opokamu pa3Butusi B MockoBckovi obnactu. Poc BecTH nepuHaron n neguatp 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 3[APaBOOXPaHEHUs] B HEOHATOJOTUU
u neauatpum 3¢@eKTUBHA, MOCTaTOYHA U CITOCOOHA
CTIPaBJSITbCS C 3aayaMu, KOTOphIE TIepesl Hel0 TMOCTaB-
JeHbl. B cTpykType MiameHYecKoil CMEpPTHOCTH BpPOXK-

IIeHHBIE TIOPOKM Pa3BUTHUSI 3aHMMAIOT OOHY W3 JIMIM-
pyromnx mosunuii [1]. CremoBaTenbHO, OpraHU3aIUS
XUPYPTUYECKON MOMOIIM HOBOPOXKIAECHHBIM HAIIPSIMYIO
BJIMSIET Ha €€ CHIDKECHHE.

Ilouemy ke BpOXIEHHBIE TIOPOKH Pa3BUTHUS CTaIA
UTpaTh TaKyIO 3HAYNTEIHHYIO POJIb B MJIaIEHUECKOI CMepT-
Hoctn? CoBpeMeHHBIE MOCTIDKEHHWST MEIUIIMHBI TI03BO-
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JIVJTA TIEpEIIarHyTh SBOJIIOLIMOHHbBIE MEXaHWU3MBI 3alllUThI
OT POXIECHMS <«ITOPOYHBIX» neTeid. [ToaroroBka cympy-
SKECKOM TIapbl K HACTYIUIEHWIO OepeMEHHOCTH, 3KCTpa-
KOpIopajibHOe OIJIONOTBOPEHNE, TUHAMUYECKOE CITeI-
aTM3UPOBAHHOE HAOTIOACHNE 3a TeYeHEM OepeMEHHOCTH,
coxpaHeHre 6epeMEeHHOCTH TP YIpo3e ee MpepbIBAaHUS —
BCE 3TO TPUBEJIO HE TOJIBKO K AeMorpadrueckoMy pocTy,
HO U K TOMY, YTO HapyIIWIACh MEXaHU3MbI, KOTOPBIE OBUTH
HarIpaBJieHbl Ha TO, YTOOBI HE POXKIATUCH JETH C BPOXK-
JIEHHBIMM TIOpOKaMH pa3BUTHs. TIpu 3TOM coBpeMeHHbIE
9KOJIOTUYECKUE W TEXHOTEHHBIE BIIMSHUST YBEJIMYUBAIOT
PUCK pa3BUTHUSI BPOXKIEHHBIX TMMOPOKOB M TEHETHYECKUX
3a0osieBaHMii. 3a mocnenHue 40 JeT neTckasi CMEpTHOCTh
B Poccuiickoit deneparum cHusmnach Ha 77%, HO OTHO-
CUTEJTbHBIN BKJIAI BPOXKIEHHBIX TIOPOKOB Pa3BUTHSI, KOJTU-
YeCTBO HAKOIUIEHHBIX TEHETUYECKUX OIIMOOK YBETUYM-
JIVCh Y CTaJlM 3aHMMAaTh, TT0 TAHHBIM Pa3JIMYHBIX aBTOPOB,
ot 10—15 1o 20—22% oT Bcex MPpUIMH CMEPTHOCTH [2—4].

CHIXKeHMe MJTaIeHYeCKOM CMEPTHOCTU — 3TO KOM-
MJIEKCHAas 3aada rocyapcTBeHHOTo 3HaYeHus . 1St moJi-
HOLIEHHOTO JICUeHUST TAKUX JIeTell HEMOCTATOYHO TOJBKO
KOMTIETEHIIMI Bpavya M JAOCTYITHOCTU TOTOJHUTEIBHOTO
o0pa3oBaHUs, 3[IeCh €CTb JKOHOMUYECKHE, COIUATb-
HbIE, JIOTUCTUYECKUE acTieKThl, OT KOTOPBIX 3aBUCUT BECh
OpraHu3yeMBbIi TIPOIIECC.

IMopoku pa3BuTHsI, HaxomsIIuecs B pamMKaxX KOM-
MEeTeHIIMN JEeTCKOTO XUPYypra, KOTOpPbIe MOTYT MPUBO-
IWUTHh K JIETaJbHBIM HMCXOIAM B TMEepHOJe HOBOPOXIEH-
HOCTH, — 3TO TTOPOKM Pa3BUTUS AuacdparMbl, IepeaHe
OPIOIIHOM CTEHKU, XEJTyIOUYHO-KUIIEYHOTO TpaKTa,
MIPUBOISIINE K HAPYIIEHUIO MPOXOAUMOCTH Ha pa3inyd-
HBIX YPOBHSX KUIIEYHOW TpyOKu. [Tpu 3TOM OTIETBHO
CTOUT BBIIEJUTh aTPE3UIO MTUIIEBOIA, ITOCKOJIBKY TTOPOK
3aTparvBaeT KaK MUIeBapUTEIbHBIN TPaKT, TaK U AbIXa-
TeJbHBIC TIyTH [5].
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OBMEH OlbITOM

D HeKTUBHOCTD XUPYPTUUECKOTO JIeYeHUs 1 0011Iee
COCTOSTHUE 3M0POBbsI peOeHKa, a B TaJIbHEHIIIeM 1 Kade-
CTBO €T0 KU3HM OIpeAeIIeTCS] BpeMEHEM OT TMpHWHSI-
THSI PEIIEHUST O TOM, 4TO PeOEHOK IOJIKEH TMOJIYYUTh
XUPYPTUYECKYIO TTOMOIIb, IO TTOJTYYeHUS 3TOM MTOMOIIIHN.
Ecnu peGeHOK poxXmaeTcsl ¢ TIOPOKOM Pa3BUTHS KeJTy-
JOYHO-KMIIIEUHOTO TPaKTa, HO 06e3 APKOU KITMHUIECKOMI
KapTUHBI, KaK MPU HEKOTOPhIX BapruaHTaX HEITPOXOIU-
MOCTH KUIIEYHMKA, TO Bpay-HEOHATOJOT WU TIeAU-
atp (C yueToM paHHel BBIMUCKU peOeHKa BCS KapTUHA
HeOJIaromolydust MOKET Pa3BOpaYMBAThLCS B TOMAIITHUX
YCIIOBUSIX) MOXKET HEIOOIEHUTh MWHUMATbHBIE KITU-
HUYEeCKUe TIPOSIBIEHUST Y OTHECTUCH K TAKOMY PeOEHKY
KaK K OObIYHOMY, 3J0POBOMY HOBOPOXIEHHOMY, TPO-
JIOJDKAaTh TOAOOP SHTEPabHOTO TIUTAHUS TIPU €To
OGe3yCIelIHOCTH  (CPBITUBAHUSI, OTCYTCTBHE CTYJIa)
W pacleHMBATh 3TO KaK aJanTalliOHHbIE MOMEHTHI,
He MCKIIoYas OTMACHYI0 XUPYPrUYecKylo IaTOJOTHIO.
C 5TOro MOMEHTa HayMHAeTCsl TMOoTepsl AParoleHHOTO
BpeMeHHM. 31eCh Mbl MOXEM ellle pa3 aKIeHTUPOBaTh
BHUMaHWE Ha TJIABHOM IIOCTyJaTe HEOHATOJOTUU
U TMeIUaTpUu: TIPU POCTEe W Pa3BUTUST MJIafeHIIa CYIIe-
CTBYeT MHOXECTBO TIOTPAHUYHBIX COCTOSTHMI, CBSI-
3aHHBIX C €T0 amanTanueil 1 Mop@ohyHKIIMOHATLHOM
HE3peJIOCThIO, HO 3TU COCTOSIHUST SIBJISTIOTCSI «IMArHO-
3aMU UCKJIIOUEHMSI» BCEX PUCKOB aHAJOTMYHbBIX IMPOSIB-
JIEHU, CBSI3aHHBIX C TSKEJIOM, OCTPOI MaTOJIOTUEM.

Kazanocws ObI, Bce maBHO pa3pabOTaHO B BHUAE IIPO-
TOKOJIOB OCMOTpa U aJITOPUTMOB BEICHUST HOBOPOXKIEH-
HOTO, HO OIIMOKM Bce ellle HepeAKU. JIocTaTouHO YacTo
MPOITYCKAIOT aTpe3nIo aHyca U aTpe3nio TTUIIEBOAA 3a CUET
GaHAJILHOTO HapYIIEeHUsT MPOTOKOJIA OCMOTpa HOBOPOXK-
JNEHHOTO pebeHKa HEOHATOJIOTOM cpa3y MOCie POXKICHMUS:
IMTOCMOTPETh Ha aHyC, 3aBECTH 30H B KEJYIOK, YBUIETh
caMoCTOSITeTbHOE MOYeHCITyCKaHe. B ToT MoMeHT, Koraa
STOT MPOTOKOJI HAYMHAET HapyIIaThCs, HAYMHAIOT TTOSIB-
JIATBCST TIPOMyIeHHBIe Topoku. CllydyaeB, Korma JeTIM
C aTpe3ueli MUINEBOIA W TPAXEOIMILEBOTHBIM CBUIIEM
B CBSI3W CO CPBITMBAHMEM, OTCYTCTBUEM TPUOABKU MAaCChI
W YacThIM TUIa4eM CTapaTeJbHO ITOIOMpAalOT TUTaHUeE,
MEHSIIOT CMeCH, 0OCIEAYIOT B LIEJISIX BBISIBJICHUS JIAKTA3HOM
HEIOCTATOYHOCTM M HETepeHOCUMOCTH 0Oejlka, K COXa-
JIEHWI0, MHOTO. B mTOre y pebeHka pa3BuUBaeTCsl TsDKemast
XMMMYeCKasl acIIMpalliOHHas TTHEBMOHUS U JaXe Tocye
IMOCTAHOBKM IMAarHO3a XUPYPrHYecKoe JIeYeHHe CTaHO-
BUTHCST KpaifHe 3aTPyIHEHHBIM HM3-3a OOIIETO TSKEIOTO
COCTOSTHUSI; ¥ B KAKH€ CPOKU 1 KaKOii IIEHOM OyIeT JOCTUT-
HYTO BBI3IOPOBJIEHUE, Y3Ke HEU3BECTHO.

TTopoxku pa3BUTHS TIepeIHE OPIOITHOM CTEHKU OOBIYHO
XOPOIIIO BHIHBI TP OCMOTPE, MCKITIOYEHWE COCTABIISIET
oMartoriesie Majioro pasmepa, Korga B 0OOJOYKHU TTYITIO-
BUHBI BBIXOAWT eI KUIIKU. [TpobiaemMa MOXKeT BO3ZHMK-
HYTb TP OTCEYEHUH ITyTTOBUHBI M TPABMUPOBAHUY KHUIIKH.
ITpu 5TOM BO3MOXKHO KPOBOTEUEHHE, KAJIOBBIIA TIEPUTOHUT
W yrpoxaromasi XW3HW cUTyalusi. B Hactosiee Bpemst
OTCeUeHHe ITyIIOBMHBI KaTerOpUIecK! 3ariperieHo. Pebe-
HOK MOXET OBITh BBIMTMCAH JOMOI C HAJIOKEHHOM CKOOOIA,
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neauaTp HaOJIONAeT 3a CaMOMPOM3BOJIbLHBIM OTMaAEHUEM
MyMOBUHHOTO ocTtatka. [1pu ero coxpaHeHuu K 15-My qHIO
JKU3HU HEOOXOIMMa KOHCYJIBTALMS XUpypra.

B Hacrosiee BpeMsi TaKTUKa OKa3aHUSI XUpypruyue-
CKOIl TIOMOIIA HOBOPOXIEHHBIM C TTIOPOKAMU Pa3BUTUSI
OoTpaxeHa B TMPOTOKOJAX W yTBepKaeHa KIMHUYECKUMU
pekoMeHmauussMu MwuH3npaBa P®, koTtopble aKTMBHO
BHEAPSIOTCS B Pa3IMUHBIX PETMOHAX CTpaHbI, (DyHKIIMO-
Hupytotr B MockBe (HMMWILI akymiepcTBa, rMHEKOJIO-
ruu 1 niepuHatosoruu uMm. B.W. KynakoBa), B mepuHa-
TtanbHBIX HeHTpax CaHkT-IleTepOypra u ExatepuHOypra
u 1.40. [6]. C 2007 r. oHu neiicTByeT U B MOCKOBCKO¥
obsactTu ¢ J00aBJIIGHUSIMU U YTOUHEHUSMU C Y4EeTOM
JIOTUCTUKU U CTPYKTYPHI peruoHa.

IlepBbIii KOMITOHEHT B 3TOM CXeMe — KEeHCKasi KOH-
cyJbTallvsi, CKpUHMHTOBOE 00CienoBaHue OepeMeHHbBIX
JKEHIIMH, TP KOTOPOM BBITIOJHSIETCS YIbTPa3ByKOBOE
WCCIIeIOBaHWE B YETKO periaMeHTUPOBAHHBIE CPOKM,
BBISIBJIIETCSI WJIM TIpEIiojiaraercsl IMOpPOK Pa3BUTHSI.
3areM XeHIIMHA J0JKHA ObITh HampaBjieHa B 3KCMEepT-
HBII TMAarHOCTUYECKUIA 1IEHTp, T1e el MPOBOIUTCS BECh
KOMIUIEKC JUArHOCTUYECKHUX MEpOTPUSITUI, BKIOYast
TeHEeTUYECKME UCCIeI0BaHUSI, YIbTPa3ByKOBOE, B HEKO-
TOPBIX CUTYalMsSIX MarHUTHO-PE30HAHCHAasT ToMorpadus
115t Bepudukanuu quarHosa. Eciv quarHos moatBepx-
IIeH, oTpe/iesisieTCs JaJibHelIIasi TAKTUKa.

Bropoit KOMITIOHEHT — TMpeHaTalbHbII KOHCUJIUYM.
OH cocTouT U3 aKyllepa-rMHeKoJiora, TeHETUKa U Mpo-
¢dunbHOTO XUpypra, Helpoxupypra, Kapauoxupypra —
CMeMaINCTA, B Ybeii KOMIETEHIIMYA HAXOAUTCSI BbISIBJIEH-
HBII TTOPOK. DTOT MepUHATAIbHBI KOHCUJIMYM pEllaeT,
HACKOJIBKO BBISIBJICHHBIM TTOPOK TOMIEKNUT KOPPEKIIUU,
Korja Jiy4yllle TPOBECTH OIllepaTHBHOE BMeEIIATEIbCTBO
(BHYTpU- WM BHEYTPOOHO), HACKOJIBKO TLJIO/,/peOeHOK
JKM3HECITOCOOEH 1 KaKOB PUCK HEOJIAronmpusITHBIX UCXO-
OB JUIS1 >KU3HU U pa3BuUTHUsl pebeHka. [1o coBokymHO-
CTU JAaHHBIX KOHCUJIMYM TpeJjaraeT CyrpyXXecKoi Iape
COXpaHeHMe WK TIpepbiBaHNe OepeMeHHOCTH. PelieHne
O TPOJIOHTUPOBAHUU OEPEeMEHHOCTM — BTO 3aKOHOA-
TeJIbHO rapaHTUPOBAHHOE TIPABO CYMPYKECKOU Maphbl.

Ectb Tpu 1opuanyecku 1OMyCTUMbBIX BapuaHTa pelie-
Hus. [lepBblil BAapuaHT: TOPOK KOPPUTUPYEMBIi, CyMpy-
JKecKasl Tapa TOHUMaeT, YTo peOeHKa MOXHO BbLICYUTD,
U coXpaHsieT OepeMeHHOCTh. BTopoii BapmaHT: TOpPOK
HE KOppUTUPYEMBI, CyIpyxXeckas Iapa TpUHUMAaeT
pelieHre O TOM, YTO HYXXHO 3Ty OE€peMeHHOCTb Ipe-
pBaTh, COOCTBEHHO, B 000MX Clydyasx rapa MpUHUMaeT
CTOPOHY KOHCWJIMYMA.

CaMBbIii CJIOXXHBINA BOIPOC — 3TO WHBATU3UIN3UPYIO-
IIMe TTOPOKH, T.€. HAMPSIMYIO HE TIPUBOISIINE K CMEPTH
pebeHKa, HO Ha COBPEMEHHOM YPOBHE Pa3BUTHUSI MEIU-
LIMHBI TTO3BOJISIIONINE JIUIIb TOJIEPKUBAaTh BUTATbHbBIC
¢GyHKIIMM, a BOBMOXHOCTh U 3(PHEKTUBHOCTH peaduin-
TallMi 1, COOTBETCTBEHHO, JaJIbHEMNINAsT COIMaTn3alus
ero XusHu He ompeneieHa. Cyrnpyxeckasl mapa, OHU-
Masl BCe CJIOKHOCTH, C KOTOPBIMU €Il MPUIETCsS] CTOJIK-
HYTbCS M TeM 0oJjiee ¢ KOTOPBIMM TIPUAETCS XKUThb WX

pebeHKy, TIpephIBaeT 3Ty OepeMeHHOCTh OO BCe Ke
COXpaHseT ee, M TOT/Ia TajbHelIas padoTta OyIeT mpoxo-
JIUTh B COOTBETCTBUU C TOJIOXKEeHUsIMU [IpoToKoa oka-
3aHUS TTOMOIIA HOBOPOXKIEHHOMY peOEHKY.

TpeTuit BapuaHT — CYIpyXecKas Trapa He XOueT
UMeTh 00JILHOTO pedeHKa, 1axe HECMOTPS Ha TO YTO Tpe-
HaTaJbHBIA KOHCUJIUYM OIpeaessieT KypaOeabHOCTh
MOpOKa ¥ BBICOKUI IIMAHC OJIATOMPUSITHOTO HCXOda
IIO TIOJTHOTO BBI3HOpoBIieHus. 1o 22-it Hegenu 6epeMeH-
HOCTH TIapa MMeeT TpaBO Ha TaKoe pelleHHue, HO TIpe-
pbIBaHUEe OepeMEeHHOCTH OymeT KiacCU@UIIMPOBATHCS
He T0 MEIUIIMHCKHUM, a IO COIMAJIbHBIM TTOKa3aHUSIM
M 3a4acTylo MpeHaTaJbHBIi KOHCWIMYM OTKa3bIBacT
B TIPEPBIBAHUM Ha 3TOM OCHOBAaHWU, JaXe €CIU CeMbS
HE XOUeT MPOJIOHTUPOBATh OEPEeMEHHOCTH [7].

Ecim  cynpyxkeckas mapa TpUHHMMAaeT pelleHHe
0 TIPOJIOHTUPOBAHUU OEPEeMEHHOCTH, CIEIYIOIIMI 3Tarn
B Hallleif cXeMe MpeACTaBlIieH CIelNau3upOBAHHBIM
pOIIOMOM — TIEpUHATAJIBLHBIM LIEHTPOM, KOTOPBINA
nMeeT OOJIBIION OTBIT BeleHUsT OepeMEeHHOCTH U POJIO-
paspelieHust Tpu TOpoKaX pPa3BUTHSI, MUMeEET B CBOEM
COCTaBe HEOHATaJbHYI0 peaHMMAllUI0 W MOXKET OKa-
3aTh MOJHOLEHHYIO TTOMOIIL HOBOPOXKICHHOMY Ha BCEX
aTamax TepUHATaJbHOTO TepHroaa, BKIIOYas XUPYp-
TUYECKYI0 TIOMOIIlb, WJIW pacriojiaraeTcsl B HEMOCpe.-
CTBEHHON IIAroBOM TOCTYMHOCTU C MHOTOIMPOMWIBHOM
JNETCKOM OOJNIbHUIIEH, KaK 3TO cAeslaHO B MOCKOBCKOIt
obnactu. CBOEBpeMEeHHBII BBHIOOpP MpPaBUIbHOI HEOHa-
TaJbHBI TAKTUKK W TIOCTOSTHHOE HaOJIoAeHWe XUPYpP-
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 MPOBEICHUS IMMPOKOTO KPyra XUpyp-
TMYECKUX BMEIIATEIbCTB — TIOJIOCTHBIE —OTIepalnu,
HENPOXUpyprudecKe, KapauoXupypruaeckue — B 3aBU-
CHMOCTH OT TTOPOKa pa3BUTHUS Y pebeHKa, a TakKe Jiede-
HUSI B TIOCJIEOTEPAllMOHHOM TIepyo/ie C MPUBJICYCHUEM
MeaNaTPOB JIJIST TOATOTOBKYU peOeHKa K BBITIUCKE JOMOIA.

Crnenyomuii atar, HauMmeHee (QYHKIIMOHUPYIOIIUI
B HACTOSIIIIEE BPEMS B CBSI3M C OTCYTCTBUEM COOTBETCTBYIO-
IIUX pETTAMEHTHUPYIOIINX TOKYMEHTOB JIJIST pA3BUTHSI DTOM
CITyXObI, — aMOyJIaTOpHBIE OTAEJEHUS TOCIEIYIOIIETO
HaOMIONEHNsI, B KOTOPBIX peOeHKa MOXHO JTUTETbHO
BECTH, HAOJIONATh W WHAWBUAYATbHO TMOIOMpATH Tepa-
MHI0, peabUINTALINIO, YTOOBI N36eKaTh BOBMOXKHOM MHBA-
Jau3ann. Bo3aMoxkHO, 3Ty (PYHKIINIO MOTYT BBITIOTHSITh
o0IIMe TTOMMKIMHUYECKUE OTAEJIeHUsI, HO Toraa TpeOy-
eTcst 06eCTIeunTh BO3MOKHOCTD BpayaM OrepaTUBHO KOH-
CYJIBTUPOBATHCS C TPOPUITBHBIMM CTIEIIUATNCTAMU.

OnvH M3 KJIMHWYECKUX TPUMEpPOB 3(PPEeKTUBHOCTU
BBIOPAaHHOTO HAMM ajJiTOpUTMa — 3TO YCIEIIHOe Jieve-
HHUe pebeHKa ¢ IBYCTOPOHHUM THUAPOTOPAKCOM Ha (hoHe
HEMMMYHHON BOISTHKY Tiofa. Ha aTamax JKeHCKO KOH-
CyJabTallii y pebeHKa Ha JOCTATOYHO IMO3THMX CPOKax
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GBI BHISIBJICH THIPOTOPAKC C IBYX CTOPOH. B mpuHIunIte,
Takast CUTyalllsl BCTpevyaeTcsl TPy HEMMMYHHOI BOISTHKE
IJIoJa W 4Yalle BCero K MOMEHTY pOXIeHMS pebeHKa
TMIPOTOPAKC CaMOCTOSITENIBHO paspelnaeTcs. bepeMmeH-
Hag OblJla HamlpaBJieHa B OKCIEPTHBIN JUAarHOCTUUYECKUIA
LEHTp, AUarHo3 ObUI TIOOTBEPXKIEeH, IpobjieMa Oblia
obcyxleHa Ha TIpeHaTAIbHOM KOHCWJIMyME, TOTIOJHU-
TEJTbHBIX TTOPOKOB BBISIBJIEHO HE OBbLIO, CPOK TeCTalluy
obu1 Oonbiie 30 Hed, MO3TOMY HM O KaKMX BapMaHTax
MpepbIBaHUSI Peul yxke ObITh He MoTio. KeHIInHa OblLTa
TOCTTUTAIM3UpPOBaHa 3a0JJarTOBPEMEHHO B TepUHATAJIb-
HBII LIEHTP, OBUTO MPOBEIEHO TMOJHOLIEHHOE 00CIea0Ba-
HUe Mepea podaMy 1 TIPY TJIAHOBOM KecapeBOM CeYeHU N
B pOIMJILHOM 3aJjie Haxoaujiachk 6purana xupypros. [Tocite
TOTO KaK peOeHOK ObLT U3BJIEYEH, eMy cpa3y ObLIN ycTa-
HOBJIEHBI IPEHAXKW B TUIEBPAJbHBIE TIOJIOCTH, HaJaXXeHO
ajJieKkBaTHOE JAPEHUPOBaHUE, YTO TO3BOJUJIO B TeUCHUE
2—3 mHel pacnpaBUTHCS JIETOYHON TKAaHU M 00eCITeUNTh
aJIeKBaTHYIO BEHTWISILMIO y pebeHka. B nanbHeiiem,
KOT/Ia MCTEUYEeHUE KUAKOCTU TPEeKpPaTUIOCh, JPEHaXU
ObUIM yaajieHbl U peOeHOK ObLIT BBHIITMCAH JOMOI 6€3 TTpo-
onem. Kaszanoch Obl, BCE JIOTMYHO M TIPOCTO, OTHAKO
3a TIPEeIIIECTBYIONINIT OMMMCAHHOMY CJTy4alo TOJ B CTaTH-
CTUYECKOW OTYETHOCTHM €CTh CIydau CMEepPTH HOBOPOXK-
JIEHHBIX ¢ aHAJIOTUYHOM TAaTOJIOTHEN TIPU UX POXKIECHUU
B pOIIOMax BTOPOTO YPOBHSI M TTO3MHEN TOCTaHOBKE
NpeHaxkelt.

IMpenmyiecTBa JTaHHOTO aJTOPUTMa BeAeHUsT HOBO-
POXIEHHBIX C TTOPOKAMU Pa3BUTHSI:

1) TIpeeMCTBEHHOCTb CJIY>KObI, BKJIIOUasi KEHCKYIO
KOHCYJIbTAILINIO, YIBTPa3BYKOBYIO TMAarHOCTUKY, aKyIIep-
CTBO, HEOHATOJIOTHIO, XUPYPTHIO U TTEAUATPHIO;

2) TIOHMMaHWe 3HAYeHUs [UIST Bpadyell M HaceJIeHUS
CKPUHMHTOBBIX YJITPa3ByKOBBIX 00CIIeIOBaHUI ¢ 00s13a-
TeJTbHBIM COOJTIOICHUEM CPOKOB;

3) pa3BUTHE UHCTUTYTA TIPeHATAIBHBIX KOHCUJINYMOB
MTO3BOJIAT YJIYYIIUThH Ka4eCTBO pabOTHI Ha KaXKIOM dTarle,
chopMupyeT M 3aKpenmuT WICI0 KOMaHIHOUW pabOThI
B POJOBCIIOMOXEHMM U 3HAYUTETHHO TMOBBICUT OTBET-
CTBEHHOCTh 3a MPHWHATHE pelleHre WU KOHCYIBTUPO-
BaHUE TallMeHTa BCEMU YYAaCTHUKAMM TpeHaATaJIbHOTO
KOHCUJTUYMa;

4) yBeIWYeHHE BHYTPUYTPOOHO BBISIBJSIEMBIX TOPO-
KOB pa3BUTHSI, OIIEHKA >KM3HECITOCOOHOCTM pebeHKa
ITO3BOJISTIOT CBOEBPEMEHHO TTPEPBIBATh HEOJIATONIPUSATHBIC
OGepeMeHHOCTH, YTO BJIUSIET Ha CHUDKEHUE MITaIeHUeCKOM
CMEPTHOCTH, CHIKAeT HArpy3Ku Ha HeoHaTaJbHBbIE pea-
HUMAIIUU, 3aTpaThl Ha BbIXaXKUBaHWE TAKUX IeTEI, YMEHb-
1aeT 6pemst o0IIeCTBa MO COAEPKAHUIO MHBAIUIOB;
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3aknovyeHue

Takum oOpa3oMm, JOaHHBIM aJITOPUTM HarpaBJieH
Ha CHUXKEHME BEPOSITHOCTH POXKIEHUSI peOeHKa C Hemar-
HOCTUMPOBAaHHBIM WJIM JIETAJIbHBIM TTOPOKaMHU, a TaKXe
Ha TO, YTOOBI BO3MOXHOCTb Pa3BUTHUSI KPUTUUECKOTO
COCTOSIHUSI Y HOBOPOXAEHHOTO Oblla MaKCUMAaJbHO
MPOTHO3UPYEMbIM M KOHTPOJMPYEMbIM TTPOIIECCOM.
Bb16op xupypruyeckoii TaKTUKM, METOJa OTIepaTUBHOTO
JIEYEHUsI U TIOCIeOTepallMOHHOTO BEICHUSI B 3TUX YCIIO-
BUSIX CTAHOBUTCSI B3BEIIEHHBIM, pallMOHAIbHBIM, 0€30-
nacHbIM U 3¢ deKTUBHBIM. B uTore BHeapeHue Takoi
CUCTEMBI TIPUBEAET HE TOJIBKO K CHUXKEHUIO MJajeHye-
CKOI CMEPTHOCTH, HO U K YMEHBIIIEHUIO WHBAJIUIHOCTU
Cpenu IETCKOTO HACEIEHMUSI.
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Otnanennble MocjeACTBUSA MPOTUBOOIYXO0JIEBOI Tepanuu B MPaKTUKe HedpoJora:
ONMUCaHKMe Cepuu CIyYyaeB

M.E. Axcenosa’, C.JI. Moposos', M.B. Illymuxuna®

'0CI1 «Hay4HOo-1ccnenoBaTenbCKMii KITMHUYECKUIA MHCTUTYT NeguaTpum n AeTCKOM XMpyprm
M. akagemuka tO.E. Benstuwesa» @ra0yY BO PHUMY um. H.U. Muporosa MuHsgpasa Poccuun, Mocksa, Poccus;
°I'BY «[leTckas ropoackas knvHmyeckas 6onbHmua 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/IeBAHUSIMU NMPH HEKOTOPLIX 3200JIeBAHUAX U JIOKAJM30BAHHBIX CTAIUAX 3HAYU-
TEJIbHO YBEJIUYMIACH 32 mocjennue roapl. OaHako npuoamsuTenbho 40% nanMeHToB CTAJIKMBAIOTCS C PA3BUTHEM OTIAJEHHBIX
MOCJIEICTBUIl NMPOTHBOOMYXO0.1eBoii Tepanuu. DakTopamMu puCKa Pa3BUTHS NMO3AHMX PEHAJIBHBIX OCJIOKHEHHMil CJIYXKAT BO3PacT
MIIa/IIe 5 JIeT Ha MOMEHT Hayaja cnenuguueckoro jeyeHus; NpeAnIecTBYIOMAs NATOJIOIUs M0YeK; BLICOKHE KyMYJISITUBHbIE 103bl
XMMHONPENAPATOB M JIy4eBOii Tepanuu; 00beM OnepaTHBHOrO BMEIIATE/IbCTBA, BKIIOYAS HeBPOTOMHUIO. IIporHo3upoBaTh MHAMBM-
ZyasibHble OTHANeHHble 3()(eKThl Tepanuu B HACTOsIee BpeMs HeBO3MOXHO. [1o 3Toii npuynHe MexXIyHapoJaHAsh OHKOJIOTHYE-
CKasl rpynmna npeijiaraeT BKJII0YATh BCEX JeTell, MOJTyYMBUINX CHelupuIecKyio NPOTHBOOIYXO0JIEBYI0 TEPANHIO, B TPYIITy PHCKA pa3-
BUTHS OTAAJIEHHBIX OCJIOXKHEHMIi, U B OTCYTCTBHE CUMIITOMOB M YKAa3aHWii HA Hapyumienne GYHKIMA U/WIH HAIMYUS CTPYKTYPHBIX
H3MEHEeHMii 0YeK MPOBOUTD €KeroJHoe 00c/el0BaHUEe MALMEHTOB B cleaAyionemM o0beMe: ompeesieHHe YPOBHSI apTepuaIbHOro
JIABJIEHNUS, MCCIIeIOBAHNE OOIEro aHAIM3a KPOBH M MOYM, YPOBHS KPEaTHHUHA, MOYEBHHbI, KAJIMs, HATPUS, Kaabuus, (ocdopa,
MarHus, 1eynouHoii pocharaspl B KpoBu. B cTaThe mpeacTapiieHo OnucaHue KJIMHUYECKHX CJIy4yaeB Pa3BUTHS JBYCTOPOHHETO ype-
TeporuapoHedpos3a, peHOBACKYJISPHOIl runepTen3uu, cuiapoma MaHKOHN U MOCTIy4eBOro Hepockiepo3a y ieTeil B pasjindnbie
unTepBaiibl (ot 8 Mec 10 8 sieT) OT OKOHYAHMS criel(pUIECKOro MPOTUBOONYX0JIEBOTO JIeYeHUs.

Karouesvte caosa: demu, demckas onKoa02us, mepanus paka, PeHaAbHvle 0CA0JUCHEHUsl, HehPOMOKCUMHOCTb, AYHeaas Mepanus.

Ans untuposanums: AkceHoa M.E., Mopo3sos C.J1., LLymuxu+Ha M.B. OtaaneHHble nocnencTaus npoTUBOOINYX0IeBOV Tepanuu B pakTuke He-
¢ponora: onvucaHne cepum cayydaes. 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.
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BBI)KV[BaeMOCTB neTeil ¢ OHKOJIOTUYeCKMMU 3abosie-
BaHUSIMU TIpU HEKOTOPBIX 3a00JIeBaHUSX U JIOKa-
JIM30BAaHHBIX  CTaAMSIX  3HAUYUTENBHO  YBEJMYMIIACh
3a nociexHue ronpl [1]. OogHako coBpeMeHHBIE METOIBI
HE TIO3BOJISIIOT M30eXaTh PUCKa Pa3BUTUST OTIAIEHHBIX
nmob6ouHbIX 3ddekToB seueHus [2]. HedpoTokcuu-
HOCTb — OJIHO M3 TaKUX OCJOXHeHMi. OTmajeHHbIe
HedPOJOTUUECKHUE TMOCIEACTBUSI MOTYT OBITh OOYCJIOB-

JIeHbl HAJIMYKMEM TIPEeIIECTBYIONIUX 3a00JIeBaHUIt TOYEK
1 KOMOPOMIHBIX COCTOSIHUI, 3(hheKTaMU TTPOTUBOOITY-
XOJIEBOW Teparnuu: BTOpUYHASI OJIMTOHE(DPOHUS BCIIE-
CTBUE  TYMOPHE(PPAIKTOMUM,  MHTpaAOIepallMOHHOM
TpaBMaTU3alMU WM JIyYEBOTO TOBPEXACHUSI TMOYEK,
OCTpBI€ TIOBPEXIEHUSI TIOYEK B TIpoliecce JeUeHUs,
JIydyeBOi HedpUT, HApylLIeHUs YPOAUHAMUKU (OITyXoJie-
Basi OOCTPYKILIMSI, UHTpAoTiepallMOHHAs TpaBMaTU3alIMsI
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Axcerosa M.E. u coasm. OtalieHHbIE TOCIIEACTBUS TPOTUBOOITYXOJICBOM TEPAIMK B IPAKTHKE HedpoIIora: OMmicaHie Cepyu ClIydaes

MOYEBBIBOJSIIINX TTyTeil, HApyllleHue WHHEPBALUKM Ta30-
BBIX OPraHOB, claeuHasi 6oje3Hb). [leaquarpy u Hedpo-
JIOTY BaXKHO TTOMHUTh, YTO «HE(POJOTUYECKUI CTATyC»
MaIMeHTOB, TIEPeHECITNX TTPOTUBOOITYXO0JIEBOE JIeUeHHUE,
MOXET MEHSTBLCS B JUHAMUKE.

IpencraBisieM CIeKTp HePPOYPOIOTHUECKUX U COCY-
JIMCTBIX OCJIOXKHEHUM y fieTelt, KOTOphIe Pa3BUJIMCh MOCIIe
OKOHYaHUs crneuudunaeckoir teparmu. Coop MHOOP-
Malliy OCYIIECTBJIEH B COOTBETCTBUU C TpeOOBAHUSIMU
XeNMbCUHKCKOM JeKIapalluy, KIMHUYECKHE TMPUMEpPhI
MyOJIMKYIOTCSI C TIMCBMEHHOTO COIJIacusl POauTesei
nanueHToB. PacyeTHyIO CKOpOCTb KIIyOOUKOBOM (DUIIib-
Tpaluy y MalMeHTOB ompeaesiiv no dbopmyie Shwartz
bedside (Hopma 90—140 mi/mun/1,73 M?).

Knunnyeckwii coaydaii Nel. Manbuuk 10 et obcneno-
BaH B CBSI3U C OCTPO BO3HUKIIUMU (PeOPUITHLHON JTUXO-
pankoii, abmOMWHAIbHBIM CUHApOMOM. Ilpu ocmoTtpe
SKCTpapeHalIbHble TIPOSIBICHUST OTCYTCTBOBAJIM, apTe-
puanbHOe naBieHue Ha pykax 110/65 MM pT.cT., nnype3
COXpaHeH; OTMeYaINCh O0JIE3HEHHOCTh B ME€30TacTpaib-
HOI 00JJaCTH TIpY MabIIalluy W TTOJOXUTETbHBINA CUH-
npowm ITacTepHankoro ¢ AByx cTopoH. [1o 1a6opaTopHBIM
JIAHHBIM, Y pebeHKa OTMedYaJucCh TTOBBIIICHUE KOJIH-
yecrBa JieikounToB (18:10°/1), COD (50 MMm/4; HOpMa
<16 mm/4), C-peaktuBHBIN Oemok (40 Mr/m; HOpMa
<5 wmr/n), neitkouutypusi (200 B 11/3p.) ¥ TIPOTEUHYPUS
(0,5 1/m); pacueTHasi CKOpPOCTb KJIyOOUKOBOH (huiibTpa-
unu 116 mia/mun/1,73 M2 Tlpu yIbTpa3sByKOBOM HCCIIE-
JIOBAaHUU OPTAHOB OPIOLTHOM MOJIOCTH U MOYEK BISIBIIEHO
pacimpeHue JIOXaHOK 10 25 MM, yalledyek BCeX TPYII
no 11—13 MM, 00erx mouyek U BepXHeil TPeTH MOYeTou-
HUKa crpaBa 10 12 MM; yTOJIIEHWE CTEHKU JIOXaHKU
npaBoii moyku. [To maHHBIM 3KCKPETOPHOI yporpaduu
OTMEYEHO HapyIIeHWE BbIIEIUTETbHON (DYHKIIUY TTOYEK,
Ooublie cripasa (puc. 1).

M3BecTHO, uTO 8§ Mec Hazaa MalMEHT 3aKOHYMJT KOM-
onHupoBaHHyI0 Teparuio 1o ToBoxy BCOR-capkoMbr
III mosscamuHoro mo3BoHKa, T4ATOMO IIA cragus
(AJCC), BKIIIOYABIIYIO XUMHUOTEPATUIO TI0 TPOTOKOJY
Euro EWING 2012 (BUHKPUCTHH 2 MI'/M?, TOKCOPYOULIMH
75 mr/m2, udochamun 2 mr/m?, uukinodochan 9 r/m?,
srorno3un 500 Mr/m?; yKasaHbl KypCOBBIE HO3bI), CITOH-
IUJIKTOMUIO C 3HIONPOTE3MPOBAHUEM TT03BOHKa L,
JiokanbHyto JydyeBywo Tepanuio (COJ 54 I'p). Tlpu ynb-
TPa3BYKOBOM MCCJIEIOBAHUM MMOYEK HAa MOMEHT OKOHYA-
HUSI JISYSHUS TIATOJIOTHS He BISIBJICHA.

PebGenky ObUT TTOCTaBEH TMATHO3: «OOCTPYKTUBHBIN
nuenaoHedpuT. BropuuHsblit 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 pebeHKa AMarHOCTHPOBaHA
HelipoOysiacToMa 3a0pIOIIMHHOTO TIPOCTPAHCTBA CJieBa
C WHTpacIMHAJIBHBIM pacrpocTpaHeHWEM Ha ypOBHE
Th,—L, mosBoHkos, IV cragusa. B cBa3u ¢ kommpec-

cHeil CTMHHOTO MO3Ta TPOoBeieHa 3KCTPEeHHAsT KOCTHO-
MacThyeckass JaMUHOTOMMSI C YOaJeHUeM OKCTpamy-
paJlbHOM OIyXOJM CIIMHHOTO MO3ra, C TOCJeIyomeit
XuMuoTepanueir 1o rmpotokoay 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), yoaJeHHueM OITyXOJU 3a0pIOLINH-
HOTO TIPOCTPAHCTBA W 3aHETO CPEAOCTEHWUSI, JydeBOM
Tepanueit Ha o6actb octarouHoi onyxoiu (CO/ 35 I'p).
B cBs3M ¢ TmocTOMEPAlIMOHHBIM BEHO3HBIM TPOMOO30M
1 UHHAPKTOM JIEBOI MOUYKH Uepe3 2 Mec Mocjie TYMOPIK-
TOMUM B Bo3pacTe 2 JieT peOeHKy ObljIa ITpoBelieHa JIEBO-
CTOpPOHHSS HedpakToMuss. CUMITOMATUYECKOE TTOBBI-
1IeHue aptepuanbHoro aasjeHus ao 180/120 MM pr.cT.
y pebGeHKa 3a(UKCUPOBAHO Yepe3 6 JieT mocjie OKOHYa-
HUS TIPOTUBOOTYXOJIEBOI TepaTTnU.

Ilpn  oOcnaemoBanuy:  (U3MUECKOEe  pa3BUTHE
JNEBOYKM cpelaHee ¢ OeduumMToM Macchl Tena (pocT
127 cm, 25—50%o0; macca tema 22 xr, 10—25%o0), apre-
puanbHOEe pAaBieHue Ha pykax 140/80 Mm prt. cCT.,
Ha Horax 158/90 MM pT. cT., iepudepuydeckast myabcarus
coxpanHa, auype3 900 mi/cyT (1,02 1/M?); KIMHUYECKUI
aHaM3 KPOBU M MOYM, KHUCIIOTHO-OCHOBHOE COCTO-
SIHUE M 3JIEKTPOJUTHL Kposu B Hopme (pH 7,4; HCO,
28 MMomb/11; Kanuii 4,5 mmosnb/it; Hatpuit 140 MMonb/m),
pacyeTHast CKOPOCTh KITyOOUYKOBOW (hUIBTpAIlUU COCTa-
Buta 69 mui/mMun/1,73 M2 BbUTM MCKITIOUEHBI TUTIEPKOP-
TUIIU3M, TUTIEPTUPEO3, TEPBUYHBIN THIEPabIOCTEPO-

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: KOPTU3OJT
10,5 mkr/n (Hopma 3,7—19,4 MKr/n), TUPEOTPOITHBIN
ropmoH 2,45 MmxkME/Ma (Hopma 0,36—5,57 MxkME /M),
TUpoKcuH 12,16 mvons/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), Hel-
poH-cnienuduyeckass dHojaza 15  Hr/ma  (Hopma
<20 Hr/mn). PebeHok uMmen cTaOWIbHYIO apTepuaib-
HYI0 TUIMEPTEeH3WIO, YUYWUTHIBAs JaHHBIE CYTOYHOTO
MOHHMTOPUPOBAHUS apTepUabHOTO JaBlIeHUS (Cpem-
Hee apTepuajibHOe naBieHue nHem 154/109 mMm pT. CT.,
Houbto 132/93 MM pT. cT.), TUNEpTpoUI0 MUOKapIa
JIEBOTO KeJTyI0UKa IO 3KCIEHTPUUECKOMY THUITY 1O JaH-
HBIM 3XoKapauorpaduu (MHAEKC MacChl MHUOKapaa
JIeBoro Xejaymouka 39,9 mr/m>*7, >95%0), OTHOCUTEID-
Has TOJIIMHA CTESHKN MHUOKapaa JeBoro keiaymouka 0,33
(HopMma <0,42) 6e3 HapylIeHUsI CUCTOJIMYECKOM (hyHK-
v (bpakuust Beiopoca mo Teicholz 63,1%). 1o maH-
HBIM YJIbTPa3BYKOBOTO MCCIIENIOBAHMS, pa3Mephl MPaBoii
moukn ysenumueHsl (7,6x4,5x4,5 cm; oobem 71,1 cm?
nu 87,5 em’/M?, 90%o0), nnddepeHINPOBKa TAPEHXUMBbI
CHIDXEHa; B XOIe IONIieporpaduy MOYeYHbIX COCYIOB
ObUT TIPEATONIOKEH CTEHO3 TMPaBOi MOYEYHOW apTepuu.
Pebenky Obina mpoBeneHa peHoaHruorpadus (JAKb
M. H.U. ®unatosa), MoATBepAUBILIAs Cy>KeHUE TTOYeY-
HOi1 apTepuu (puc. 2) ¥ BbITIOJTHEHa OaJIJIOHHAsT aHTHO-
TJIaCTUKA MPaBOii TTOYEYHOM apTepUH.

OKOHYATeTbHBIN TUAarHO3 TAllMeHTa: «apTepranabHast
TUTIEPTEH3Us 2-11  CTeNeHU, PeHOBACKYJISIpHAsT: CTEHO3
MpaBoii TOYeYHO aptepuu. [mmepTpodusi MUoKapaa
JIEBOTO XeJyIo4yKa. XpoHudyeckast 6oje3Hb mouek I1 cta-
nuv». B HacTosee BpeMs peGeHOK IMOJTyJaeT aHTUTH-
MePTEH3UBHYIO TEPAIuIo.

Knunnueckuii cayvaii Ne3. Manbuuk 8 net obcie-
JIOBaH B CBSI3U CO CTOMKHMMU TJIOKO3- W TIPOTEUHYpUEH
Ha IpoTsDKeHur rofa. B Bo3pacte 5 et y pebeHKa Oblia
MUarHOCTUPOBaHA DJKCTpacKeleTHast capkoma FOwuHTra
sneBoit crombl, cranusi T3NOMO, mpoBeneHbl pe3eKIust
OITyXOJIM, HeOAIbIOBaHTHAST M albIOBAHTHAsI XUMHOTEPa-
st o ipotokojty Euro EWING 2008, ammyraiiust ieBoit
crornbl 1 rtocHbI 1o Llapmy. Ha MoMeHT obcienoBaHmst
(usnyeckoe pa3BuTHE peGeHKa COOTBETCTBOBAJO BO3-
pacty (Macca 25 kr, 50%o; poct 131 cM, 75 %o), oTeKOB
He OTMeYasoch, aprepuanbHoe napiaeHue 90/50 mm pr.cT.
JlabopaTtopHoe oOciiemoBaHne BBISIBUJIO MPU3HAKKA CUH-
npoma OaHKOHM: HETOCTOSTHHAs TONMYpUsT (Iuype3
0,9-2,8 n/m?/cyr), rmokosypus (30 MMoIb/iT), TIpO-
teuHypust (0,2 1/1) 3a cyerT [,-MUKPONIOOYJIMHYPUU
(26,5 mr/n; HopMma <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/7T), YPUKO3YPUST
(FE, 21%; nopma <10%), n cHMXeHne (UILTPALIMOH-
HOM1 (yHKIIMU MoYeK (pacueTHasi CKOPOCTh KIIyOOUKOBOM
dwnbrpaunu 85 mu/mMuH/1,73 M?); KUCIOTHO-OCHOB-
HOE€ COCTOSTHUE WM DJIEKTPOJIUTHI KPOBHU 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), rmapeHXuma TMOBBIIIEHHONW 3XOT€HHO-
CTH, C COXPaHHBIMU TU(DHEPEHIIMPOBKOM 1 KDOBOTOKOM.
YcTaHOBJIEH AWMATHO3: «XPOHWYECKUN TYyOYJTOMHTEPCTHU-
LIATBHBIN HepUT, BTOPWYHBIN cUHIpOM MDaHKOHM.
Xponuueckasi 6osie3Hb mouek Il cramum». HasHauena
Tepanus anbdakanbiuunoiom 0,02 MKr/Kr/cyT.

Knunnyeckwuii ciyyail Ned. [{esouka 10 netr obeneno-
BaHa B CBSI3M C YMEHBIIEHUEM pa3MepoB JIEBOI MOYKH,
BBISIBJIEHHBIM 4epe3 2 Toja TMocjie OKOHYaHUS Teparnuu
no mporokosry Euro EWING 2008, Bxirrogast Jay4eBYyIO
Tepanuio Ha 30HY MHuUIManbHON omyxonu (POJ 1,8
I'p; COJ 45 I'p) mo nmoBomy capkombl FOuHra 3abpro-
IIMHHOTO TIpocTpaHcTBa cieBa, ctamusi [IB T2NOMO,
rpynmna BBICOKOTO pucka. Ha MOMeHT oOciemoBaHUs
¢dusnyeckoe pa3BUTHE pebEHKa COOTBETCTBOBAJIO BO3-
pacty (Macca 32 kr, 50%o; poct 140 cM, 50%o0), apTepu-
anbHoe nasieHue 100/50 MM pT.CcT., puabTpallMOHHAS
¢GyHKIIMS TIoYeK Obla coxpaHHa (CKOPOCTb KJIIyOOUYKO-
Boit pubrpaumu 102 mia/mMun/1,73 M?), MOYEBOM CHH-
IPOM OTCYTCTBOBaJ, 3KCKpEeLUs aqbOyMUHa C MOYOit
25 mr/n (Hopma <30 mr/a). Ilo maHHBIM YIbTPa3By-
KOBOTO MCCIIe[IOBaHUS pa3Mepbl JIEBOW TMOYKH YMEHb-
mweHsl (7,4%3,9%x3,9 cm, V=42,1 cm?; 37,9 cm®/m2, 3%o0),
ee MapeHXuMa MCTOHYEHA, MOBBIIIEHHOW 3XOTEHHOCTH,
KpPOBOTOK OcCJiabyieH; mpaBas To4Ka HE3HAYMUTEJTbHO
yBeauueHa (8,2x4,7x4,8 cm, V=98 cm’; 88 cmP/Mm2,
90%o0), mapeHxuMa He W3MeHeHa. PeHocuMHTHTpadus
¢ TexHelnMeM-99M BbIsIBUIAa YMEHBIIIEHWE pa3MepoB,
CHWXXeHUe (PYHKIIMU JIEBOH MMOYKH: YAEIbHOE pacipee-
JieHue paauodapmMIiperniapaTa B JIEBOH MOYKE COCTaBUIIO
38%, cnipaBa — 100% (puc. 3). OKoOHYATEebHBIN THUAar-
HO3: «yMeHBIIIEHNE JIEBOI TTOYKHU, TTOCTIIy4eBOe. XPOHU-
yeckast 00J1e3Hb Iovek | cragum».

00cyxaeHue

OCJI0XKHEHUST TPOTUBOOIMYXOJIEBOW Teparuy MaHU-
decTupoBaIM y MAIMEHTOB B MHTEPBAaJie OT 8 Mec 110 8 JieT
Mocjie OKOHYAHUsSI JICYeHUS U TIPEeACTaBIeHBl BTOPUY-
HBIM OOCTPYKTMBHBIM YpeTeporuapoHedpo3oM (CTeHO3
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Akcerosa M.E. u coaem. OTaieHHBbIE TIOCIEICTBUSI IPOTUBOOIYXOJIEBOM TEPAIUHU B PAKTHKE He(POJIOra: OMMCAHKIE CEPUM CITYIaeB

postenor

Puc. 3. PeHocuuHTHTpaMMa ¢ TexHenueM-99M: ymeHbleHHe
pa3MepoB JIeBOil MOYKH.

Fig. 3. Renoscintigraphy with Technetium-99M: reduction
in the size of the left kidney.

MOYETOYHUKOB B O0JIACT OIEPaTUBHOTO BMeEIIaTeThb-
CTBa, JIy4eBOM Tepariu), OCIOXKHEHHBIM MHUeToHepPU-
TOM, PEHOBACKYJSIPHOU apTepuabHON TUTEePTeH3UEeH
U TOCTJIy4eBbIM He(dpocKiiepo3oM (Mocie JTOKaJIbHOMI
JIy4eBOM  Tepanmuu), MeAMKaMeHTO3HO-UHIYLIUPOBAaH-
HBIM BTOPUYHBIM cHApoMoM DaHKoHU.

YacToTa pa3BUTHsI OTHAJEHHBIX PEHATbHBIX OCIOXK-
HEHUI TIPOTUBOOITYXOJIEBOM Tepanmuu BapbupyeT oT ()
10 84%, 4TO CBSI3aHO C KPUTEPUSIMU TUATHOCTUKU JHC-
(yHKIIMY TIOYEK, CpPOKaMU 00CTIeOBAHUS M TeTEPOTEHHO-
CTBIO TPYIIT MaireHToB. [1o JTaHHBIM MeTaaHaIN3a, BKITIO-
ypBirero 13 327 geTteit M MOOPOCTKOB C IJIMTEIHHOCTHIO
KaTaMHe3a He MeHee | roma rocje JieueHusl, CHUXeHUe
unbpTpaliMoHHON (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-
JKeHUE pPaCcUeTHON CKOPOCTH KIIyOOUKOBOI (DMIBTpALIN
(<60 mia/mMun/1,73 M?) B cpeaHeM 4epe3 23 roma HabIIoO-
JIeHUsI OBIJIO BBISIBIIEHO B 2% CIydaeB; y 9TUX MallMEeHTOB
yalie oTMevajach apTepualibHas TMIIepTeH3UsI, UMeJlach
eIMHCTBEHHAsI TI0YKa, OHU TIOJNYYMJI OoJiee BBICOKHE
KyMYJISITUBHBIE JT03BI M30odocdamuga, IpernapaToB Ia-
TUHBI W JydeBol Harpy3ku [4]. M3BecTHO, UTO pasHOit
CTENeHU AUCPYHKLMS TOYEUYHBIX KaHAJIbLEB, WHIYLIM-
poBaHHast u30dochaMuIOM, TIEPCUCTUPYET TPUOIU-
3UTENIbHO Yy 1/3 MalueHToB, B TOM YKCJe ¢ KIMHUYECKU
3HAYUMBIM cUHApoMoM DaHKoHM y 5%; MOYeUHbI TyOy-
JIAPHBINA almo3 BbIABIsAETCS y 4% mocie OKOHYAHMS
Tepanuu; (HaKTOPOM prcKa TYOYISIPHBIX HApYIIEeHUI CITy-
KUT KyMYJIITUBHAS 1032 n3odocdamuna 6oee 80 r/m? |3,
5, 6]. ManyuupoBaHHas LMCIUIATUHOM THUIIEpMArHUypUst
coxpansiercs y 30% naiuueHTOB Ha MPOTSKEHUHN HECKOIIb-
KUX JIET TIOCJIe 3aBeplIeHs Tepanuu |3].

Xupypruyeckoe BMEIIaTeILCTBO W JIydeBas Tepa-
s Ha 00JIacTh OpPIOIIHOW TIOJIOCTM MOTYT HIPUBO-
IIUTh K Pa3BUTUIO BTOPUYHBIX YPOIATHUIA, BBISIBISIEMBIX
y 0,5% malueHTOB, U MTOBPEXAEHUIO MOUYEYHBIX COCYI0B
[7, 8]. INokazano, yto y 7 neteii u3 31 pebeHKa, MOTYINB-

IIEero MYJIbTUMONAIBHYIO, BKITIOUasi JIY4EeBYIO Teparuio
o MoBoAY He(dpOoOIACTOMBI, CTEHO3 ITOYESYHBIX apTepuil
M CTEHO3 OpIOITHOI aopTHl pa3BIIIMCHL yepe3 7—12 et
OT OKOHYaHWs JieyeHus [8]. DopmupoBaHUEe CTEeHO3a
CBSI3BIBAIOT C PEHTreH-WHIYLMPOBAHHBIM TPOTPECCH-
PYIOIIMM YTOJIIEHUEM WHTUMBI COCYIOB C WX TOCTe-
IyIOIel OKKITIO3ME, BBISIBIIIEMON 4Yepe3 5 jeT mocie
JygeBoro BosneiictBus [9]. JlydgeBoit Hedput MaHUDE-
CTUpYET B cpefHeM 4epe3 18 Mec oT OKOHYaHUST pajuo-
Tepanuy W TIPOSIBJISIETCST apTepUaIbHON TUTIepTEH3UEH,
MPOTeHYpUeE, CHIDKEHUEM KITYOOYKOBOM (uibTpa-
IIUU, YMEHbIIIEHWEM pa3MepoB TOYeK ¢ MCTOHYEHUEM
TMOYEYHOM MapeHXMMBbI BCJIEICTBUE TPOTPECCUPYIONIETO
Hedpockitepo3sa [10].

IMoxazaHo, 4To (hakTopamMu pHCKa pa3BUTHS OTHA-
JIEHHBIX pPEHAIbHBIX OCJIOXHEHWN TMPOTUBOOITYXOJIE-
BOIM Tepanmuu CJIy>kaT BO3pacT MJIAfIIe 5 JIeT Ha MOMEHT
Havajia JieYeHUsl, EeIMHCTBEHHas TI0YKa, BbICOKas
KYMYJSITUBHAsE /1032 TPOTHBOOITYXOJIEBBIX Iperapa-
toB (130docdamua >60 r/m?, uucruiatiuda >200 Mr/m?)
W JIOKaJbHOW JydeBoi Harpy3ku (>6 I'p omHoit ¢pak-
e uim >12 I'p ¢ppakumonHo). OgHAKO 3TOrO HEIO0-
CTAaTOYHO, YTOOBI IPOTHO3UPOBATh — KTO, KOTHa, KaKue
M KaKOW CTEMeHU OCJIOXHEHUS Tepariii MOXKET UMETh.
B oTcyTcTBUE pekoMeHOalWii, OCHOBAHHBIX Ha JIOKa-
3aTeJibHOM MenuimHe, EBporreiickoe oO0IIeCTBO OHKO-
JjoroB u rpymnmna 1o aerckoit onkojoruu (COG, Chil-
dren’s Oncology group) mnpemiaraloT OTHOCUTH KaX10ToO
pebeHKa, MepeHecIero MPOTUBOOITYXOJIEBYIO Teparuio,
K TpYIIIe prcKa U B OTCYTCTBHME Xajao0 W M3MEHEHWI
MOYEBOI CUCTEeMbI HA MOMEHT OKOHYAHUS JIeYeHUS PO~
BOIUTH €XETOMHOE 00CeNOBaHNE TAIlMEHTOB B CIEIy-
jollleM o0beMe: M3MepeHUe apTepuaJbHOTO IaBJICHMS,
HCClIeIOBaHNEe KIMHUYECKOTO aHallu3a KPOBM W MOYH,
orpenejeHe KpeaTUHWHA, MOYEBUHBI, HATPUSI, KW,
XJIOpa, Kaiblys, MarHus, ¢ocdopa, meaoaHoi dpocda-
Ta3bl KPOBU; YJIbTPa3BYKOBOE HMCCJIEIOBAHUE IMOYEK —
B CJIydyae apTepuaJbHOW TUIEPTEH3UU U WU3MEHEHUN
JnabopaTopHbIX MapameTpoB [11—14]. Hetn ¢ ycraHOB-
JICHHON He(dpOJIOTUYEeCKO MaToJorMeii Ha MOMEHT
OKOHYaHUS JIeYeHUsS (€AUHCTBEHHAsT TTOYKa, CHIKEHHE
(yHKIIMM TIOYEK, YpOJIOTMUYECKUEe OCJIOXHEHMS, Jp.)
JOJDKHBI  HAOJIOAAThCSl  COTIACHO COOTBETCTBYIOIIMM
PEKOMEHIALIMSIM TIPU TaHHOM Ho3ooruu [15].

3aktoyeHme

Takum o0Opa3om, TIpencTaBieHHbIE KIMHUYECKUE
HaOMIONEHWSI W JaHHBIE JUTEepaTyphl ITOKa3bIBAIOT,
YTO JETH, TIOJy4YaBIIWE TPOTUBOOMYXOJEBYIO Tepa-
MU0, HAXOISTCS B TPYyINe PUCKa pa3BUTUSI OTIAJIEHHBIX
OpraHHBIX OCJIOKHeHM. OTCYyTCTBME MPU3HAKOB Hedpo-
YPOJOTUYECKOM MaTOJIOTMM HAa MOMEHT OKOHYaHUS Jieue-
HUS He MCKITIOYAeT pa3BUTHS 3a00JIeBaHUI ¢ TeUeHHEM
BpPEMEHHU, MMOATOMY MalMEeHThl HYXXIAI0TCS B JTUHAMUYE-
CKOM HaOJIONEHUM, a POOUTENIM U Bpayl JOJKHBI OBITh
MHAOOPMUPOBAHEI O BO3MOXKXHOM CIIEKTpPE OTHAJIEHHBIX
OCJIOKHEHUM.
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HoBble nepcneKTHBbI PA3BUTHS CAHATOPHOTO 3TANAa KAPAHOJIOTHIECKOIH peaduIMTaiuu
JieTeil HA eBIATOPUIICKOM KypopTe

I.9. Cyxapesa

®rAQY BO «KpbiMmckuii depepanbHblin yHuBepcuteT nm. 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. Jloka3piBaercss HeoOXOAMMOCTh CO3/1aHMsI CHCTeMbl (PU3NYECKOIi, NMCUXOJIOrMYECKOi
M COIMAJIBHOI PeaduIMTAIMK 00JIbHBIX ITOIl KATErOPUM HA BCEX ITANAX OKA3aHMs MEIMIIMHCKOW MOMOINM: CTAIMOHAPHOM, CaHA-
TOPHOM ¥ IUCTIAHCEPHOM C Y4€TOM OCHOBHBIX NPHHIMIOB peaduauTanuu (paHHee HAYAJI0, STANMHOCTb, KOMILIEKCHOCTDb, HENpephbIB-
HOCTb, MIPeeMCTBEHHOCTh MeXKIy (ha3aMu, WHIMBUAYATN3ALHS MPOTPAMMBI PeAOHINTALMM U 1P.). ISl JOCTIIKEHHs] ONTUMAIbHBIX
Pe3yJIbTATOB BOCCTAHOBUTEJILHOIO JIeYeHHs U PeaOMINTAIMM NALUEHTOB C BPOXK/IEHHBIMI MOPOKAMM CEep/la B OTIAJIEHHOM NOCJIe-
OnepanvoHHOM nepuone Handosiee (GU3UOJOTHYECKMM ITANOM, CHOCOOCTBYIOIIMM YJIYYIIEHHIO PEryJSTOPHBIX NMPOLECCOB Jiesi-
TEJLHOCTH CepIla, NPU3HAH CAHATOPHBI 3TAN HA U3BECTHBIX KJIMMATO-0aJIbHEOJIOTHYECKHX NeTCKUX KypopTax YepHOMOPCKOro
nodepexbs. [Ipu nanpHeiimeil pa3padoTke u peann3anuu MeponpusaTHii B coorseTcTBuu ¢ «Ilepeunem nopyuenuii [Ipe3unenra P®
o uroram 3acenanns 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 yyecTs co3aanue B Pecnyosmke Kpbiv
BcepoccuiicKoro 1eTcKoro peadMIMTAIMOHHOTO IEHTPA /IS JeTeil ¢ MaToJiorueil cepievyHo-coCyAUCTOl CHCTEMBbI, B TOM YHUCJIe
LISl ieTeil, OnepUPOBAHHBIX HA cepaue.

Karouegwie caosa: demu, apodicoenible nopoku cepoua, CaHamopHO-KypopmHas peaduiumayus.

Ans untnposauns: Cyxapesa I.3. HoBble nepcrnexkTnBbl pa3BuUTUs CaHaTOPHOro aTarna Kapavoa0rnyeckor peabuantaumm geTel Ha eBnaro-
puickom KypopTe. Poc BecTH nepuHaton 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-aemutro Kpvimckoeo kypopma

HeCMOTps{ Ha 3HAYUTEJIbHbIE YCIIEXW, TOCTUTHYTHIC
B XMPYPIrUYECKOM JICYEHUUN OOJILHBIX C BPOXKIEH-
HBIMU TTIOPOKaMU Cep/lia, KOTOpble MPUBOASAT HE TOJIHKO
K CITaCeHUIO JEeTeil, YBEJIWYSHUIO MPOMOJLIKUTEILHOCTH
M YIAYYIIeHWIO KadyecTBa WX XXM3HHU, 10 MHEHUIO MHO-
TMX WccienoBaTesieil, hopMUpyeTCsT TTOMYJISINS IeTei,
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Y KOTOPBIX CYIIECTBYIOT IPOOJIEeMbI (hM3MOJOTMIECKOMN
M COLMaJbHONM ajanTaluyd B I0CJIEONepalluOHHOM
nepuone. JnutenbHas amanTauusi opraHM3Ma K YyCJio-
BUSIM TUITOAMHAMUM BBI3BIBAET HaMpsKeHUe U (PyHK-
LIMOHAIbHBIE HApYIIEHUsT B HEWpPOTyMOpaJbHOM, cep-
JIEYHO-COCYIMCTOM M JbIXaTeJIbHOM CHUCTEMAX, ITO3TOMY
BCE JIETU C MATOJIOTUEN CepAeYHO-COCYIUCTON CUCTEMBI,
0COOEHHO TIOCNIe KapIMOXUPYPTUUECKON KOPPEeKIIUU,
HYXKIAIOTCSI B NMPOBEIEHUN peabUIUTALMOHHBIX MEpO-
OpuSTU, B TOM 4YHMCJIE Ha caHaTOpHOM 3Tare [1-—5].
Tak, B Ykase IIpesunenta PD ot 1 mionst 2012 r. Ne761
«O HauuoHaibHOM cTpaTernu AEeNCTBUI B MHTEpecax
neteit Ha 2012—2017 romp» n Ykase [Ipesumenta PD
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ot 29 maga 2017 roma Ne240 «O6 oOwsiBnieHun B Poc-
cuiickoit Meneparuu JlecsaTuneTst 1eTCTBa» OTMeUeHa
HEOOXOIMMOCTDb PAaCIIUPEHUSI CETH CAHATOPHO-KYpPOPT-
HBIX YYPEXICHUIA:

«lhasa 1V.  3dpasooxpanenue,
K demsam, u 300posblil 00pa3 HeusHu

5. Mepot no opmuposaruro cospemenHoll Mmoderu
opeaHusayuu omaovixa u 0300posaeHus demeil, OCHOBAHHOU
Ha NPUHUUNAX 20CYOAPCMBEHHO-YACMHO020 NAPMHEPCmed.
Cozdanue Ha ghedepanvHom yposHe cucmemvl KOOPOUHA-
yuu  0esmenbHOCmu COOMEEeMCMEYUUX 20Cy0apCcmeeH-
HbIX Opeanos u opeanusayull. Paspabomka cucmemovl mep
no noddepicke U pazeumMur) UHGPACMpyKmypsl omobixa
U 0300poeéaenus demeil, 8 MOM uucie N0 HOPMAMUGHOMY
@unancuposanuro npoepamm 6 danHoll cgepe. Paspabomka
cXeMbl 83aUMO0elicmeuUss CaHamopHO-KyPOPMHBIX YUpedlc-
denuil ¢ peabuAUMAUUOHHBIMU YeHmMpamu 05 npedocmaeg-
Aenus 0onee KA4eCMEEHHbIX Ycaye O0emaM-UuH8aiuoam
U 0emam ¢ XpOHUHeCKUMU 3A001e6AHUAMU NO NYMEGKAM
"mamo u dums". Pacuupenue cemu canamopHo-KypopmHbvIX
yupescoeHuil 045 COBMeCmHo20 npedvleanus demeil ¢ poou-
mensamu (3aKOHHbIMU NPEOCMABUMENIMU)».

B 2022 r. IlpaBurensctBo Kpbima npunHsiio Ilocra-
HOBJIEHWE O CTPOUTEILCTBE B T. EBIMaToprii MHOTOIPO-
¢unbHOTO (B TOM 4uMCe IS AeTeil ¢ cepAeuHO-COCYIU-
CTBIMM 3200JIeBaHUSIMU) JETCKOTO peadUIUTaIllMOHHOTO
1IEHTpa, KOTOPOE MOJIKHO 3aBepIIUThes B 2024 T.

ITpruMeHUTETHHO K AETSIM C BPOXKACHHOM MaTOJIOTUEI
CepIEeYHO-COCYANCTON CHUCTEMBI TIOHSITUE «peabuInTa-
LIMsT» OCHOBBIBAETCS Ha PEIIeHWH KOMITIeKca MpooJieM,
HE TOJbKO CBSI3aHHBIX C TTPOBEIEHNEM BOCCTAHOBUTEb-
HOTO JIeYeHUsI, KOTOPOE B JETCKOM BO3pacTe MEepBUYHO
B peabWIMTALIMOHHOM TIPOIIecCce, HO 1 TICHXOJIOTO-TTeaa-
TOTMYECKUX M COLMAbHBIX. Beab ycTpaHeHe aHATOMM-
YeCKUX 1e(eKTOB pa3BUTUSI cep/lla MPEACTABISIET COOOI
BEAYIINIA, HO JINIIIb TIEPBBIM 3Tall KOMIUIEKCHOM CUCTEMBI
peabWIMTallui WHBAJIUIOB HETCTBA, KOTOPBIMU SIBJISI-
JOTCS JIETU C BPOXKIEHHBIMU TOpOKamu cepaua [6—9].
IIpu aTOM B yCnOBMSIX HEOJIAronpusiTHON aemorpadu-
YecKoi cutyaunu B Poccum coxpaHeHUe W yiaydlleHHe
KavyecTBa XXU3HU KaXXIOTO POAMBIIETOCST peGeHKa Tpu-
obpeTaeT He TOJIBKO OTPOMHOE COLMATbHO-3KOHOMMU-
Yeckoe, HO U TIOJIMTHYecKoe 3HayeHue. [Ipuyem coxpa-
HEeHUe XU3HU U TPYAOCTTOCOOHOCTU OOJBbHBIX, KOTOPBIE
B JIETCTBE TEpEHECIN XUPYPruyeckKoe BMEIaTeTbCTBO
110 NIOBOLY ITaTOJIOTUU CEpAlla, COCTaBJSAECT 3HAUYUTEIIb-
HBII 9KoHOMUUYeckuit apdexr. Tem He MeHee HaydHO-
000CHOBaHHBIE PEKOMEHIALIMU IO IHUCTaHCepU3alun
1 peadWIMTalM JeTell ¢ BPOXKIEHHOM MaToJIOTUel cep-
JIEYHO-COCYINCTOM CUCTEMBI, B TOM YHUCJIe OTIepUPOBAH-
HBIX Ha cepaile, HOCAT eMMHNYHBIN XapakTep [7, 10, 11].

Ycnexu [eTCKOM KapAuoJIOTMU W KapIuoXUpyp-
MU TIpUBEJM K TOMY, UYTO YBEJWYUJIACh TPOIOJIKU-
TETbHOCTh XXU3HU OOJIbHBIX, UMEIOIINX WJIM WMEBIINX
BPOXIEHHBIN MOPOK cepaia. B cBs3m ¢ atum dopmu-
pyeTcsl 3HAUYMTEbHAs, B TOM 4YMCJIe B3pocias TOIyJs-
LIS, HYXKIAIOMASCS B COOTBETCTBYIOIIEM MEIUITMHCKOM

dpyacecmeeHHoe

OBMEH OlbITOM

obecrieyeHUU (perieHus BOMPOCOB TMpodeccroHalbHOM
peabunuTanu, 6epeMeHHOCTH, POIOB, OCBUICTEIHCTBO-
BaHUs 10 JIMHUM BOSHKOMATA, 3aHSATHI CITOPTOM M JIp.).
OTnajieHHbBIE pe3yJabTaThl OMepallii BO MHOTOM 3aBUCSIT
OT TIOCJICOTIEPALIMOHHOTO YX0/1a 32 OOJIbHBIMU U OT JaJTh-
HEWIIero CHCTeMaTUYeCKOro HaOIIONeHUs, JICUeHUs
U peabuauTalMu B aMOYIaTOPHBIX yCIoBUsAX. OmHAKO
B OTHOIIIEHUY MCCJIEIOBAHMI, KacarolInuxcsl peabuanuTa-
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 COIMATLHO-
SKOHOMMYECKOM TUJIaHe He YYUTBHIBAIOTCS OTHAJIEHHBIE
MOCJIEICTBUSI OTCYTCTBUSI CUCTEMBI peabMINTALINN AeTei
(Oynmymive TpymoBble pe3epBbl), a TakKe TO, 4YTO pea-
OUIMTAIVS JeTell 3aBUCUT OT POAMTENEH W Menaroros,
OT UX TIOHWMAaHWs 3HAUYEHUST peabWINTALINU, KeJTaHUs
1 BO3MOXHOCTHU ee mpoBeaeHus. UTo KacaeTcst opraHu-
3aI[MOHHOM CTOPOHBI peabUINTAIIUN JeTel C CepaeyHO-
COCYIMCTBIMU 3a00JIeBaHUSIMU, TO B HACTOSIIEE BpeMsI
He CYIIECTBYeT perIaMeHTHMPOBAHHOM CHCTEMBbI CaHa-
TOPHOTO M MOJUKJIMHUYECKOTO 3TAIoB. B ¢BSI3U ¢ 9TMM
CYMTAeM BaXXHBIM TTOAEJIUTHCS HAIIMM OITBITOM peabu-
JINTALINU JeTe C CepIevYHO-COCYIUCThHIMU 3a00JIeBaHN-
SIMU (B TOM 4YMCJIe ¢ BPOXICHHBIMM TTOPOKAMU Cep/ILia)
B Pecniyonuke KpbiM, KoTOpasi ocyiiecTBisieTcsl Ha pas-
JINYHBIX 3Tanax: CTallMOHAPHOM, CaHATOPHOM M JIHC-
maHcepHoM. llenb myOauKauuy — TIPUBIEYh BHUMA-
HUE AETCKUX KapAMOJIOrOB, TMeauaTpoB, KypOpTOJIOTOB,
peaduINTONIOTOB, (PU3MOTEPaneBTOB M OPTaHM3aTOPOB
3IpaBOOXpAaHEHUsT K BOIPOCAM YCOBEPIIEHCTBOBAHUS
CUCTEMBI CaHATOPHO-KYPOPTHOM peaduauTaluy aeTei
C CepIeYHO-COCYIUCTOM TIATOJOTHEM Ha KPBIMCKUX
KypopTax ¢ co3maHueM Ha 6a3e EBmaTopuiickoii 3mpas-
HULBI Bcepoccuiickoro meTcKoro MHOTOMPOMUIBHOTO
peadbuIMTAalIMOHHOTO IIEHTpA.

CralimoHapHbI 3Tanm peabWINTALIMA  HaYMHAETCS
C JIOOTIepallMOHHON TTOATOTOBKM OOJbHBIX B Kapauo-
JIOTUYECKOM OTIeJeHur PecrnyOoJnKaHCKOW JIeTCKOM
KJIMHW4Yeckoi OosbHULIBI (I. Cumdeponosnb) U BKIIO-
YyaeT CaHalMIO OYaroB XpPOHUYECKON MHMEKLNU, MeI-
KaMEHTO3HBIN M TMCUXOJIOTMYECKUI acTieKThl. BoJIbHBIM
MPOBOISTCS IbIXaTeJbHasi TMMHACTHKA, 110 TTOKa3aHUSIM
JieyeOHast GU3KYJIbTypa, Maccax v IPyrue MeporpusiTus,
HarpaBJIeHHbIE Ha CTaOMIM3AlMIO TOoKa3aTelell remMo-
OUHAMUKU U TTPOMWIAKTUKY BO3MOKHBIX OCIIOXKHEHMUIA.
3aTeM CcTallMOHAPHBINM 3TaIl TPOAOJIKAETCS B KapANOXH-
PYPrUYeCKOM OTHEJIEHUHU CHelUaIu3upOBaHHOTO Kap-
auoxupyprudeckoro LleHTpa, Toe pu HEOCTOXKHEHHOM
TEYEHUM TTOCIIEOTePAllMOHHOTO TTepruoaa paHHSS aKTH-
BaIust OOJTBHBIX TTIPOBOAUTCS YK€ Ha 1—2-¢ CYyTKM TTocIie
orepalii. PaHHSIS aKTUBU3aLMsT OOJBLHOTO TIPU HEOC-
JIOKHEHHOM  WHTPAOTEPAllMOHHOM W OJvKaiiiem
MOCJIeONepallMOHHOM MeproAaxX — OIWH M3 TTPUHIIUIIOB
peabuauTAalMM, TaK KaK OpTOCTaTWYecKass TUITOTeH-
3Us U TaXUKapAus — 3TO HamboJjee pacrpocTpaHeHHBIE
OCJIOKHEHUS JUTUTEIbHOIM TUIMoAMHaMuu. B mocneorne-
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Cyxapesa I.5. HoBble TiepCIIeKTHBBI Pa3BUTHsI CAHATOPHOTO 3Tarla KapIMOJIOTMYECKOil peabInTalliK AeTei Ha eBIIATOPUICKOM KypopTe

pPalMOHHOM Tieproae OOJTbHOM HAXOAUTCS B KapaUOXU-
pyprudeckom otneieHun 5—10 qHeir, 3aTeM repeBOaUTCS
1O MECTY JKUTEJIbCTBA.

Peabunurauus nereit B KpsiMy B mocieonepaii-
OHHOM TIEpHOJe TTPOBOIUTCS B OCHOBHOM B KapAaWOJIO-
TMYECKOM OTIeJeHUun PecryOoauKaHCKOW OOJbHUIIBI,
B CTallMOHApe OJHOTO AHs WaW (PEeAKO) B MOMAUIHUX
YCIOBUSIX. 31eCh TPU HEOOXOAUMOCTH TTPOBOIUTCS TTOJI-
6Op WM KOPPEKIUsS MEeIUKAMEHTO3HOU Teparnuu, pac-
IApEeHNEe IBUTATEIIBHOTO PeXMUMa, TPOIOIKAIOTCS TICU-
XOJIOTUYECKNE acleKThl peabwmmranuu. Ilombupaetcs
WHIWBUAYaJbHAs TPEHMUpPYIOIIasi Harpy3ka Ha OCHOBa-
HUM KOMILIEKCHOTO OO0CieqoBaHus U TIpod ¢ pusmde-
CKOI Harpy3koil. Mbl OTMETHIIM, YTO Cpeau OOJBHBIX
C HU3KON M cpenHeil (u3mueckoil padOTOCIIOCOOHO-
CTBIO, C HealeKBaTHOM peakIneil cepaeqHO-COCYINCTOM
CHCTEMBI Ha Harpy3Ky ObIIM MallMEHThI KaK C XOPOIIUM,
TaK U C YIOBJICTBOPUTEIbHBIM TI'eMOAWHAMUYECKUM
pe3yabTatoM orepauny. CHukKeHUe pu3ndeckoil pado-
TOCTTOCOOHOCTH MOXKET OBbITh CBA3aHO C OTpaHUYECHHEM
pU3NYeCKNX YCUIUIA U IeTPEHUPOBAHHOCTBIO pebeHKa.
MbI U3yYuam cBsI3b MeXay (hU3MUEeCKoil paboTocmnocob-
HOCTBIO, JKUBHEHHOM (PM3NIeCKO aKTUBHOCTBIO U Kave-
CTBOM JKW3HU MAIlUEHTOB U BBISIBUJIN MPUYMHBI OTpaHU-
YeHWI (QU3NYECKUX YCUITUIA Y 00CTIeIOBAHHBIX OOTbHBIX.
IMpyunHbBI CHUXKEHUS KadecTBa KU3HU Y IEeTel ¢ BPOXK-
JIEHHBIMU TIOPOKAaMU CEPALla OBbLIM CBS3aHbI C OTPAHUYE-
HUeM GU3MYeCKUX yernii (75%), orpaHUIeHUEM aKTHB-
HOCTM B TIOBCeTHEBHOU XU3HM (48%), M3MEeHEHUEM
oTHoIlIeHUs npyseit (40%) 1 3MOIIMOHATBLHBIM Hampsi-
sxxeHneM (32%). Iporpamma ¢u3mIecKoi peabuauTaum
OTpeNesIsIeTCsT Ha OCHOBaHUM OLIEHKM KIMHUKO-(DYHK-
LIMOHAJIBHOTO COCTOSTHUS TIAlIMeHTa, ero (hU3n4ecKou
pabOTOCMOCOOHOCT UM OCYIIECTBJSIETCS  METOAAMM,
MOBBIIIAIOIIMMY  (QU3NYECKYI0O  pabdOTOCITOCOOHOCTH
W yAyYIIalomuMy  GYHKIWAIO CEePIeYHO-COCYINCTOM
U ObIxaTedbHOU crcteM. OHa OCHOBBIBAETCST Ha TIPOBE-
JIEHUU TIPOOKI ¢ (PU3NIECKOM HATpy3KON M OIIEHKE CTe-
MeHU aJanTaluu K Hell cepAieuHO-COCYTUCTON CUCTEMBI.
B HacTosIiee BpeMsT BO3MOXHA KayeCTBeHHast U KOJIH-
YeCTBEHHAas OlleHKa (hM3UYECKOTO COCTOSTHUSI OOJBHOTO
C TIOMOIIBIO HaTrpy304YHBIX MPoO, Hambosiee MHDOpMa-
TUBHAs W3 KOTOPBIX — BEJIOIPTOMETPUS C OTperesie-
HUEM TIoKa3aTesieil LEeHTPATbHON TeMOAMHAMMKHA. DTH
JIAaHHbIE TaKXKe HEOOXOAMMBI IJIsT HAOMIONEHUS 3a TIalli-
eHTaMM B TIpollecce pPeadUIUTALUM, 3aKITIOYUTETbHOM
OlLIeHKH ee d(P(MEKTUBHOCTU U OMpPENeIEHUST PEKOMEH-
naiuii o ObITOBOH (hu3nueckoit akTuBHOCTU. [locre
OKOHYAHUSI Kypca JIeUeHUsT B OTAEJEHUU KapIHOJOTUU
GOJIEHOM ¢ MHAWBUAYAJBHO MTOT00PaHHBIM TPEHUPOBOY-
HBIM PEXKMMOM M COOTBETCTBYIOIIIMMU PEKOMEHIALIUSIMU
MepeBOANTCS B CAHATOPUN WU KapAMOPEBMAaTOJIOTH-
YeCKYI0 CaHAaTOPHYIO INKOJy-WHTepHAT T. EBmatopum.
CaHaTopHbI# 3Tan peadbunauTtauuu aaurtes 24 nus [3, 11].

He meHee BaxkHasi cocTaBisioniasi peadUIUTALIM-
OHHBIX MEPONPUATUI — JOUCTIAHCEpU3alus IeTeid
C BPOXIEHHBIMU TOpPOKaMM cepana. JlucmaHcepHoe

HaO0IeHe OCOOEHHO BaXXHO IS BBIICHEHMSI XpO-
HOJIOTUM PETrpeccur CUMIITOMOB 3a0oJjieBaHUsI, OO0b-
eKTUBHOUW W OKOHYATEJNIbHOW OIIEHKM pe3yIbTaTOB
XUPYpPruyeckoro jedyeHust. JlucrnaHcepHsblii aTar peadu-
JIUTAIIMA — 3aBepIIAIOIINi, TPOJOKAETCS 10 TOCTHU-
JKeHMs ONTUMAJIbHBIX IMoKa3aTeneil pu3mdeckoil padbo-
TocriocooHocTn. Du3nyeckass peabMINTAIIAS Ha 3TOM
aTare MPOBOIUTCS ONHOBPEMEHHO C IPYTUMM MeIu-
LIUHCKUMU MEPOTIPUSTUSIMU, BXOASIIMMH B TIPOTPaAMMY
peabunntaiiuu. B OOJbIIMHCTBE CiydaeB y OOJbHBIX
MocJie YCTIEIHON XUPYPTUYECKON KOPPEKIUU BPOXK-
NIEHHOTO TMOopoKa cepilla HacTyraeT ObICTPOEe M CTOM-
KO€ YyJIy4lIeHUE COCTOSIHUS C MOJHOW HOopMaau3auuein
remMonvHaMuKu. OJZHAKO TIPU HEIMOJHOW KOPPEeKIUHU
MopoKa W/WIM TIpU BO3HUKHOBEHWU OCIOXHEHUIA
B OTHAJIEHHOM TIEPUOJE€ MOTYT BO3HUKHYTh Hapylle-
HUS CepAeYHO-COCYIUCTON NeSITeTbHOCTA B BUIE pas-
BUTUS CEpAEUYHON HEIOCTATOYHOCTU, HapyIIeHWIA
puTMa cepaia, WHOEKIIMOHHOTO 3HIOKApAWTa W Jp.
TToaTomy nanbpHeiilee HabJMOAeHUE W TIPU HEOOXOMM-
MOCTH CBOE€BPEMEHHOE JieUeHHE B TTOCICONEPAallMOHHOM
Mepuoie BceX ONePUPOBAHHBIX OOJIBHBIX 00sI3aTebHO.
IIpobiema dusnyeckoil peadMIMTAIMA — OCHOB-
Hast TSI OOJbHBIX, TIEPEHECIINX XUPYPTUUECKYIO KOp-
PEKIMIO BPOXIEHHOTO MOpOKa cepAla, TaKk Kak Jaxe
MpY XOPOIIMX pe3yJibTaTaXx OIMepalud y HUX MOTYT
BBISIBJIATHCST HeaJeKBaTHbIE PeaklUM Ha (PU3NUYECKYIO
Harpy3ky. B To ke Bpems mHOrma BpayeOHBIE pPEKO-
MEHIAIUM YYaACTKOBBIX MEeIUaTpOB OOJBIINHCTBY OTIe-
PUPOBAHHBIX NETeH TpemrycMaTpUBAIOT HEONpaBIaHHO
AN PeXUM, KOTOPBIM TPUBOAUT K Pa3BUTHUIO
CUHApOMA TUIIOAWHAMUM, a y TOAPOCTKOB CO3AETCS
elle U JAeNPECCUBHBIN (POH HACTPOECHUS C MITOXOHAPU-
YEeCKUMU CUMMTOMaMU. [T MHOTUX TIeANaTPOB U Kap-
JIIUOJIOTOB caM (haKT oTiepalli Ha CepAlle 9acTO CIYKUT
MOBOJIOM HEOOOCHOBAHHBIX OrpaHUYEHUN (PU3NIECKUX
Harpy30K W Ha3Ha4YeHWUs WHBaIUIHOCTU. [loaTomy
MpY AUCITAaHCEPHOM HaOMIOJeHUM BHUMaHUE NETCKUX
KapAnoJIOTOB W MEeIUaTpOB JOJKHO OBITh HAIpaBIIEHO
KaK Ha BOCCTaHOBJIeHHEe (PU3NUECKUX CUJI OOJILHOTO,
TaK M Ha KOPPEKIINIO0 SMOIIMOHAIBHOTO COCTOSTHMS. Bee
MEPOTIPUSTUS JOJIKHBI M30aBUTh MALIMEHTOB OT HEyBe-
PEHHOCTH B IajbHEWIIel XW3HU, OT YyBCTBAa HEIOJ-
HolleHHOCTH. KoHeuHast 1IeJb  KapIMOJOTMYECKOM
TMOMOIIIX GOJIBHOMY COCTOWUT HE TOJbKO B BBIKMBAHUU
W yIyYIIeHUN (PU3NIECKOTO CTaTyca, HO U B HETTPEMEH-
HOM YJIy4YIlIeHUUW KayecTBa XXu3Hu [12].

CoupanbHasi HEIOCTATOYHOCTh y OOJBHBIX BO3-
HUKaeT B pe3yJibTaTe HapylIeHUs] TPYIOCITOCOOHOCTH
W OTpaXkaeT B3aMMOMIEICTBME W CTeTeHb alanTaiun
0OOJILHOTO K YCJIOBMUSIM BHEIIIHEH Cpefbl, T.e. OHa Ipo-
SIBJISIETCS B CJIyYae, KOTAa YTO-TO TPEISITCTBYET BBITTOJ -
HEHMIO TaK Ha3bIBaeMBIX (DYHKIINIT BBDKMBAHUS — OPU-
eHTaluu, (U3NIEeCKO He3aBUCUMOCTH, MOOMIIBHOCTH,
MOJy4eHusT oOpa3oBaHMsI, TPODEeCCUOHATBHON IO~
TOTOBKM, 3KOHOMHWYECKON CaMOCTOSITEIbHOCTH, CITO-
COOHOCTM K MHTETpaluu B o6ImiecTBO. OrpaHUdYeHUs
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SKU3HEIESITETbHOCTU peOeHKa ¢ BPOKIACHHBIM TOPOKOM
cepllia U XapaKTep ero ColMajJbHONW HEIOCTaTOYHOCTHU
OTpPEeNeISIIOTCSI  CITOCOOHOCThIO K UrpaM, IOTpeOHO-
CTHIO B TIOMOIIY TTPH JIMYHOM YXOJIe U CaMOOOCTyKBa-
HUW, UCITOJb30BAHUN BCTIOMOTATEIbHBIX TEXHUYECKUX
CPEICTB MepenBKeHUs (TToTHAs MJIK YaCTUYHAs yTpaTa
CIOCOOHOCTU  OCYIIECTBJISATH ~ CaMOOOCTY>XMBaHUE,
CaMOCTOSITEIbHOE TIepelBUKEeHNE, OOIIeHWe, OpHUEeH-
Taluo, KOHTPOJUPOBATh CBOE MOBeAEeHUE, 00ydaThCs
WA 3aHUMAThCSl UTPOBOM JESATETbHOCTBIO B COOTBET-
CTBUM C BO3pacTHOI HOpMoii). OtipenesieHrue KaTeropuu
U CTETICHW OTPaHUYEHUS KU3HEACATETbHOCTH, OTIpee-
JIeHWE peabuIMTallMOHHOTO TOTeHIIMaa, a TakKe pea-
OMJIMTALIMOHHOTO TIPOTHO3a, M3YYEHME COLMAIbHOM
HEIOCTATOYHOCTH — BaXXHbIE COCTABIISIIONINE U B yCTa-
HOBJICHUM WHBAJIMIHOCTH.

B peabwimurtanuu  GONBHBIX, ONEPUPOBAHHBIX
10 TIOBOJIY BPOXJIEHHOTO MOpoKa cep/iia, Bce Oobliiee
BHUMAaHWE YAENISIETCS TICUXOJOTMYECKUM AacCITeKTaM.
OTO0 00YCIOBIEHO HEPEeAKUMHU CIIydasiMd HapylIeHUi
B TCHUXWYECKON cdepe 3TUX OOJBHBIX U crelnubude-
CKUMU OTKJIOHEHUSMU, HACTYMAIOIINMU B TIOCIEOTe-
pPALIMOHHOM TepHoJe. XOTsS YCIOBHSI TeMOIWHAMUKH
rmocJjie orepauuy yJaydilarTcs, oOpaliaeT BHUMaHUE
HU3KUI YpPOBEHb COIMAJIBHOW amanTaiuu OOJBHBIX.
YeMm paHblle ObIa NIpOBeAcHaA oOIlepalrsi, 0COOEHHO
MpU BPOXACHHBIX TMOPOKAX Cepla, COMPOBOXIAI0-
IIUXCST BBIPAXXEHHOW TUIIOKCEMHUEN, TeM MeHee ObLIU
BbIpaXKeHBl HApYIICHWS B TICUXWUYECKOW cdepe malm-
eHToB. [lo-BUAMMOMY, 3TO CBSI3aHO C MeEHee Mpo-
JMOJDKUTENIbHBIM ~ BIUSTHUEM XPOHUYECKOW TUITOKCHU
Ha TOJIOBHOW MO3r pebeHKa. BHISIBIEHHBIE OTKIIOHE-
HUS B Pa3BUTHU JIMYHOCTH IO M B OTAAJIEHHBIE CPOKU
rocJie orepaiuu TpeOyT MCUX0J0ro-Meaarornyeckux
peabUIUTALIMOHHBIX ~ MEPOTPUATUIL, HaNpaBJISHHBIX
Ha KOPPEKIINIO OTKJIOHEHUI B MMO3HABATEILHOW U 9MO-
IIMOHAJbHO-BOJIEBOW c(epe, amanTtaiuio K HOpMallb-
HBIM YCJIOBUSIM YYeOHOM IeATeTbHOCTH, ONTUMU3ALINIO
00yJYeHUs U BocmUTaHUs aeteit. Cpeayd HUX OCHOBHOE
MECTO IIOJDKHO OTBOAMUTLCS OPTaHW3alMU CIelaib-
HOTO peXuMma oOydeHUsT onepupoBaHHBIX. [1pu MHIN-
BUIYaJbHBIX 3aHATUAX CJEOyeT YIEAATh TpeuMylle-
CTBEHHOE BHUMAaHWE pa3BUTUIO PeYeBBIX (DYHKIIWIL,
aGCTPaKTHO-JIOTMUYECKOTO  MBIIIJICHHUSI, CTUMYJIUPO-
BaTh MHTEpPEC K YTCHUIO, TaK KaK UMEHHO 3TH CTOPOHBI
WHTEJJIEKTYaTbHOTO Pa3BUTHS Yy OOJBIIMHCTBA OOJBbHBIX
HenocTaTouHO copMupoBaHbl. Hepenku ciydaum pas-
JIPaXkKUTETbHOCTA, 3MOLMOHATBLHONW HEYCTONYMBOCTH,
TpeBOXHOCTU. BaxkHoe yciaoBue oOyuyeHMsST — alek-
BaTHOE pa3BUTHE MOTHMBOB YYeOHOI HesTeTbHOCTH.
MBI 3aMETHJIN, UTO Y OTAETbHBIX IETEW ¢ BPOKIEHHBIMU
MopoKaMu cepjlia HabJomaeTcs B TOW WIM UHOM cTe-
MEeHU CTPEMJIEHHUE UCTIOIb30BaTh 00JIE3Hb KaK CPEACTBO
VKJIIOHEHUSI OT TpEeIbsIBISIEMbIX TpeboBaHMil. Takum
oOpa3om, mcuxmdecKas peadMIMTalMs IOJKHA OBITh
HEOTbEMJIEMOI YacTbl0 CUCTEMBI BOCCTAHOBUTEIb-
HOTO Jie4eHUsI OOJbHBIX, OMEPUPOBAHHBIX IO TOBOIY

OBMEH OlbITOM

MOPOKOB Cepjlla, Ha CTallMOHAPHOM U aMOyJIaTOpPHOM
9Tanax M JOJDKHA BKIIIOYATh TMCHUXOTEpareBTUUYECKUe
U JIeyeOHO-TIeJarOTUYeCK1Ne METO/Ibl BO3/ICHCTBUS.

OtaenbHOE MECTO 3aHUMaeT peaduuTalus NeTei,
He HYXIAIIIMXCS B HACTOSIIIEe BpeMsl B ONEpaTUBHOM
neuyeHun. Haumbonee TparmuHa cyanOa neteit, He HyX-
NAOIIMXCS B OMEPaTUBHOM JICUEHUUM BBUIY CIIOKHOCTHU
MOpoKa, a TakxXe M3-3a KaTeropuyeckoro oTkaza poau-
TeJiel OT oTepaluy U HACTYIIJIEHUSI HEOOpaTUMBbIX U3Me-
HeHuit. OnHAKO OOJIbHBIE TAHHOW KaTEropyuu He TOJHKO
He JOJ/DKHBI BBIMAAaTh W3 TI0JI 3pEeHUs TeauaTpoB
U IETCKUX KapArOJOTroB, HO U, HAlIPOTUB, TPeOOBaTh UX
MOBBIIIIEHHOTO BHUMaHus. Peabunurtanuust Takux OOJb-
HBIX MPEACTaBIIsSIET 3HAYUTEbHYIO MEIMKO-COIIMAIbHYIO
U MPaBOBYIO MPOOJIEMY.

Takum o00pa3oM, 3HaYMUTEJIbHBIE YCIIEXU JET-
CKOW KapAuOJOTUM U KapAUOXUPYPTUM, YBEJINYECHUE
B TIOCJIEIHME TOMIbI YMCJIa KApAMOXUPYPTUIECKUX OTlepa-
1M y IeTelt ¢ BpOXKIEHHOU MaTOJIOTUEN CepaedHO-COCy-
MUCTON CUCTEMBI, POCT MPOAOJIKUTEIBHOCTU UX KU3HU
1 (popMUpPOBaHKE B3POCIION MOMYJISILIMU BJIeYET 3a OO0
HEOoOXOMMOCTh CO3MaHUsI CUCTEMBbl (DU3UYECKOM, TICH-
XOJIOTUYECKOW M COLIMAJIbHON peadbuauTaluy OOJTbHBIX
9TOM KaTeropru Ha BCeX ATarnax okazaHusl MEIUIMHCKOM
TMOMOIIIY: CTAIMOHAPHOM, CAHATOPHOM M TUCTITAHCEPHOM
C YY4ETOM OCHOBHBIX ITPUHIIMITOB peaduanuTaiuu (paHHee
HayvaJio, 3TalTHOCTh, KOMILJIEKCHOCTb, HEMpPEepPbIBHOCTb,
MPEeeMCTBEHHOCTh MexXay ¢hazaMM, WHIAWBUIYaTU3aLIMSI
MporpaMMbl peadbWIMTaluu, coueTaHue OOIero M cre-
LIMAJIbHOTO BO3MIEMCTBUS, UCIIOJb30BAHNE METOIOB KOH-
TPOJIst aIeKBaTHOCTU HArpy30K 1 3((HeKTUBHOCTU peadu -
quataiyu). st 60JbHBIX C pa3IUYHBIMU BPOXIEHHBIMU
MOpOKaMM cepJlia JTOJDKHBI pa3padaThiBaThCs HaydyHO
00OCHOBaHHbBIE MMPOrpaMMbl peadWIMTaAlUU, WHIVUBU-
NMyaJTu3UpOBaHHbBIC, YYWUTHIBAIOIIME (DYHKIIMOHAJbHBIE
OCOOEHHOCTU OpraHu3Ma. ODTU TPOrpaMMbl JTOJIKHbBI
U3MEHSIThCS B 3aBUCUMOCTU OT BPEMEHMU, MPOILIEIIIEro
C MOMEHTa OINEepaTMBHOTO BMEIATEIbCTBA, MOCKOJIBbKY
(YHKIIMOHATBLHOE COCTOSIHME OOJIbHOTO BechMa AMHA-
MuyHO. HeoOxomumo TpUHUMN WHIMBUIYaIU3ALUN
nporpamMM (U3UYECKON peaduauTalnuu, BKJOYasi Tpe-
HUPOBKHU, PeaIM30BaTh B IMIOJJHOM O0OBEME C yUETOM TN~
TEeJIbHOCTU 3a00JIeBaHNsI M OOYCJIOBJICHHBIX 3TUM U3Me-
HEHMIl B MUOKapje, CTEeNeHMU JIETOYHOW TMIepTEH3UMU,
CepleYHOi HETOCTATOUYHOCTH, HaJUYMsI HEeOOpaTUMBbIX
W3MEHEHU B APYTUX OpraHax M TKaHSIX, 1eTPEeHUPOBaH-
HocTU opraHusma. M3 atoro ciemyer, 4to pa3paboTKe
nporpamMM (U3MYECKON peaduInMTalluy TOJKHBI TIpe-
1IeCTBOBaTh TJyOOKME HayYHble HCCIeIOBaHUs TIPO-
1IECCOB aanTallii BCeX 3BEHBEB CEPIEYHO-COCYIMCTOMN
CUCTEMBI K M3MEHMBIIMMCS B pe3yjbTaTe 3a00JieBaHUSI
ycioBusm (puc. 1).

Jns mOCTUXKEeHUSI ONTUMAJIbHBIX PEe3yJIbTaTOB BOC-
CTaHOBUTEJBHOTO JIEUeHUS] U peaduauTaliuy TalueH-
TOB C BPOXJIEHHBIMM MOPOKAMU CEpJilia B OTAAIEHHOM
MocjaeonepaloHHOM Mnepuoae Haubosee GU3NONTOTU-
YEeCKMM 3TarioM, CITOCOOCTBYIOIIMM YJIYUIIEHUIO TpO-
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Cyxapesa I.5. HoBble TiepCIIeKTHBBI Pa3BUTHsI CAHATOPHOTO 3Tarla KapIMOJIOTMYECKOil peabInTalliK AeTei Ha eBIIATOPUICKOM KypopTe

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

BO3AeNCTBUN

-

| Ncnonb3oBaHKe METOA0B KOHTPONS aAeKBaTHOCTM Harpy30K
1 3¢ peKTUBHOCTH peabunuTaumum

| %

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 CEPIIEYHOU NesaTeIbHOCTU, MPU3HAH CaHaTop-
HBII 3Tall Ha M3BECTHBIX KJIMMATO-0aJbHEOJIOTUYECKUX
nerckux Kypoptax YepHomopckoro mobepexnbs [3, 11].
Eme H.M. AMOCOB momuyepkuBaj, 4TO <«IIPUMEHEHUE
KypOPTHOTO 3Tara B COYeTaHUN C JO3UPOBAHHON (HhU3M-
YEeCKON Harpy3KoM Ha CBEXEM BO3MyXe W pPallMOHAIb-
HOW TUETHI 1aeT XOPOIIUii peaduIuTallMOHHBIN 3(PdeKT
Ha 3aBepllaInuX dTanax...».

Opranuszanus B Kpeimy Beepoccniickoit 3mpaBHUIIBI
TPYyASIIUXCs OblIa periaMeHTUpoBaHa mpukaszom Peo-
mormoHHoro kKomutera Kpeima Nel06 ot 14 nexkabpst
1920 1., corytacHO KOTOPOMY BCe CaHAaTOPHbBIE M KYpPOPT-
HbIE TIOMEILEeHHsI, B TOM YMCJIe YaCTHbIE Jaud U TOCTU-
HUIIbI, OB TIEPEaHbl B PACTIOPSIKEHUE «YTIpaBICHMS
KPBIMCKHMX CaHAaTOPUEB M KypOPTOB» «B LIEJSIX TPEIo-
craByieHUs 1ieJeOHbIX OoraTtcTB KpbiMa B moJsib30BaHUE
TPYASIIUXCS pecyOoInKu» (puc. 2).

20 guBaps 1936 r. CoBHapkoM PC®OCP mpunst
ITocranoBnenne «O caHATOPHO-KYpPOPTHOM IMOMOIIU
IeTsIM 1 00 opraHM3alMu JAETCKOTO KypopTa», B KOTO-
pOM 3ammcaHo: «YTBEpAUTb MECTOM CTPOUTETLCTBA
HOBOTO JIETCKOTO 00pa3ioBoro Kypopra — EBmaToputo».
Jlo HacTosilero BpeMeH! CaHaTOPHO-KypOpTHasl pea-
ounnTanms AeTeil ¢ KapAMOJOTMYECKOM ITaTOoJIOTHEH
B Pecnyonmuke KpbiM ocyliecTBiasiiach B CIEIYIOIINX
eBITATOPUNCKUX CAaHATOPUSIX: PECIyOJIMKAHCKOM JIeT-
CKOM KJIMHMYecKoM caHatopuu «Yatika» um. ['ennmo-
BUYEH, NIEeTCKOM KJIMHUUYECKOM CIelMaJn3MpOBaHHOM

caHatopuu «bpurantunHa», 00I1Ie00pa30BaATEILHON
CaHATOPHOW IIKOJie-WHTEpHATe KapAUOpPEeBMATOIOTH -
yeckoro nmpoduis Ha 240 koek (r. EBnatopus). Cana-
TOpUi I AeTeil W gJeTedl ¢ pomurtensaMu «Yaitka»
uM. ['enuaoBuYell BKIIOYEH B peecTp JaypeaToB Bce-
poccuiickoro KoHkypca «Jlyumme canatopun Poc-
cuiickoit ®enmepanuun-2022». Canatopuit «Yaiika»
obiamaeT YHUKAJbHBIM HMCTOYHMKOM TepMasbHOM
MUHepanabHO Bonabl. CaHaTOpUM OPUEHTHPOBAHBI
Ha KpyrJIoTOAWYHOE TIpeObiBaHKe aeTeii. OCHOBHBIMU
METOJaMU JIEUeHUST B CAHATOPUSX SIBISIIOTCS: KIUMa-
ToTepanus (aspoTepanusi, TeJIUOoTeparnus, TaraccoTe-
panusi), OajbHeOoTepamnusi, rpsi3ejiedeHrue C HCIOJIb-
30BaHUEM WJIOBBIX CYJIbGUIHBIX Tpsizeit CaKcKOro
JleueGHOTO 03epa (IrpsA3eBblie aNTJINKALNT, JIeKTPOGhO-
pe3 ¢ TpsI3eBBIMU TpernapaTaMu), pa3TudHble METOIbI
¢dusnoTepaneBTUYECKOro JieueHus (31eKkTpodopes
JIeyeOHBIX BEIIECTB, DJIEKTPOCOH, DJIEKTPOCOHODOpE3,
AMITTATYJbCTEPATTUS U DJIEKTPOCTUMYJISILINS, BHICOKO-
YacTOTHAasl M YJAbTPAaBbICOKOYACTOTHASI Tepartvs, Mar-
HUTOTEepanus, jazeporepanus, ¢GoHobdope3 U 1p.),
pedaexcorepanus, GpuToTepanus, Maccax, JiedcOHas
duskynbTypa, unmnotrepanus u ap. Jo HacTosIero
BpeMEHU caHaTOpHasl peabWInTalus IeTeil ¢ maTojo-
TUeil CepIevyHO-COCYANCTON CUCTEMBI OCYIIECTBIISAIACH
COMTacHO TPOTOKOJaM. B To ke BpeMs IJig GOJbHBIX
3TOI KaTeTOPUU JOJXKHBI pa3pabaThiBaThCS MHINBUIY -
albHbIe HAYYHO 000CHOBAHHBIE MPOTPAMMBI peabuIN-
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Puc. 2. TIpuka3 Pesosnomuonnoro komutera Kpeima Ne 106 ot 14 nekaopsa 1920 rona.
Fig. 2. Order of the Revolutionary Committee of the Crimea No. 106 of December 14, 1920.

Tal¥, YYUTHIBalOIIKMe (hyHKIIMOHATbHBIE OCOOCHHO-
CTH OpraHu3Ma. DTH MPOTPAMMBI TOJKHBI M3MEHSThCS
C YYETOM IJIUTEJLHOCTU 3a00JIeBaHUSI U OOYCIIOBICH-
HBIX 3TUM U3MEHEHU B MUOKap/e, CTETIEHU JIETOUHOM
TUTIEPTEH3UU, CEPACYHON HETOCTATOUHOCTH, HAJTUUMST
HEeoOpaTUMBIX UI3BMEHEHUI B APYTUX OpraHax v TKaHsX,
JNeTPEHUPOBAHHOCTH OpraHU3Ma, a TakKe B 3aBUCUMO-
CTH OT BPEMEHHM, MPOIICAIIETO ¢ MOMEHTAa ONepaTuB-
HOTO BMEIIATEJbCTBA, TMOCKOJIbKY (DYHKIIMOHAIbHOE
COCTOsTHUE OOJBHOTO BeChbMa JUHAMHWYHO. MBI TIpea-
JlaraeM aJTOPUTM peabUIUTAIINU JeTel ¢ ceplaedHO-
COCYIUCTBIMU 3a0ojieBaHUsIMHU (puc. 3).

3aknioyeHue

ITpoGneMbl  03M0pOBIEHUS AETEe, POIMBIIUXCS
C BPOXIEHHBIMU MMOPOKAMHU CEPALA, HA PAa3IUYHbIX ITa-
nax peaOWJIUTAllMM CBONSITCS K HEOOXOIMMOCTH pea-
JIU3allMM OOIIMX TIPUHIIMIIOB, & UMEHHO: CBOEBPEMEH-
HOW NTMarHOCTUKE TMOpoKa, HauyMHasi ¢ aHTeHATaJbHOTO
nepuoaa, CBOEBpeMEHHOM paauKalbHOI €ro KOppeKIUu,
a Takke K HeMpepbIBHOCTU U STAITHOCTU peaduInTaliM-
OHHBIX MEPONPUSITUI, KOMITJIEKCHOMY W WHIVWBUAYaJIb-
HOMY TIOAXOMy TPM OMpeaeeHun odbeMa M XapakTepa
HEoOXOIMMBIX MEpONpusThUii. B CBSI3U C U3JI0KEHHBIM
Mbl CUMTaeM, 4TO TIpW JajibHelIeil pa3paboTKe U pea-
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Cyxapesa I.5. HoBble TiepCIIeKTHBBI Pa3BUTHsI CAHATOPHOTO 3Tarla KapIMOJIOTMYECKOil peabInTalliK AeTei Ha eBIIATOPUICKOM KypopTe

1. PaHHAa guarHoctika CC3 (B 1. 4. BMNC), aucnancepHoe
Habnioaexne)
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PaHHAA aKTHBaLWA 6onbHbIX (Ha 1-2 cyTrn)
W Nepesof No MecTy XUTenbcTBa (Ha 5-7 cyTiu)

Puc. 3. Anroput™m peadmIMTAIMHU JeTeil ¢ 32a00J1eBAHUSIME CePAEYHO-COCYAUCTON CHCTEMBI.
CC3 — cepneuno-cocynuctbie 3a6onesannsi; BIIC — BpoxaeHHbIii MOPOK cepaia.
Fig. 3. Algorithm of rehabilitation of children with diseases of the cardiovascular system.

JIN3ALIMU MEPOTIPUSITUIA B COOTBeTCTBUU ¢ «[lepeuHem
nopydyeHuii Ilpesunenta P® 1o wurtoraMm 3acemaHust
Koopnunaimonnoro cosera nipu Ilpesunente Poccuii-
ckoit Menepaunu no peanuszauny HaimoHanbHOM cTpa-
Teruu AercTBUiA B MHTepecax aeteit Ha 2012—2017 roapi»
ot 31 mapra 2017 r. HeoOxonumo co3iath B Pecriybnuke
KpbiM nerckuii peabuanuTalluOHHBIN LIEHTP, B TOM YUCTIe
IIJISL AeTel C maToJIOTueld cepeuHO-COCYAUCTOM CUCTEMBI
W JJIs1 IeTel, OTepUPOBAaHHBIX Ha CEpIIIe.

20 wrons 2022 r. Ipencenatens CoBeta Menepanuu

P® BanentrHa MaTBUEHKO OOBSIBMJIA O Hayajie CTPO-
utenbctBa MenepasbHOrO IETCKOTO peadVIMTallMOH-
Horo 1eHTpa B ropoae Esmatopun. HoBblit peabuinm-
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20 auBaps, B [lenp Pecnyomku KpbiM, cocTosiioch BpyueHue
I'ocynapcrennoii npemun Pecnyomku Kpbiv nodeauresisiv B 12 HoMMHAIASX

Onna u3 20 naypearoB ['ocynapcrBeHHo# npemun Pecniyonuku KpbsiM, nipodeccop 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 «KpbeIMCKUiT (hemepanbHbIii yHUBepcuTeT MMeHn B. WM. BepHaackoro», TOKTOp MEIWIIMHCKUX Hayk,
CyxapeBa [N'anuna DpukoBHa Obljia yI0CTOEHA TTPEMUN B HOMMHAIIMU «3JIpaBOOXpaHEHKE, KypOPThI» 32 MOHOTpaduio
«JIlmarHocTuKa M JjeueHre BPOXKIACHHOW U HACTEICTBEHHOM MaTOJIOTMH CePAEYHO-COCYANUCTON CUCTEMBI Y IeTEM».

MoHorpadus ornybaukoBaHa uzaatesnbectBoM CrienJlut (Cankr-IletepOypr) B 2021 rony. M3naHue ripenHa3zHaueHO
JUISE CTYIEHTOB MEAVIIMHCKUX BY30B, OOYyUJalOIIUXCS TTO AUCIUIUITMHAM «ITporeneBTKa AeTCKUX 6ojie3Hei», «Dakyib-
TeTCKasl U TOCTIMTAIbHAs TIeauaTpyst», «JleTcKast KapanOoJIOoTHsl», Bpayeli-MHTEPHOB, KITIMHIUYECKUX OPAMHATOPOB, TIena-
TPOB, IETCKHUX KapAHOJIOTOB, TEParieBTOB, KAPIUOJIOTOB, CIIELIMATMCTOB OOIIIei TPaKTUKN — CeMEHON MEeIUIINHEI.

IMogpobonas nagopmanms — Ha caiite 'ocynapctBeHHoro coseta Pecriyonmmku KpbeiMm.

Ilozdpasasem Taruny pukosny — unreHa pedakyuoHHO20 co8ema Hauleeo
JICYPHAAA C 3ACAYICEHHOU HA2PAOll U JHceaaem KPenkozo 300po8usi
u danvHeluux ycnexoe 6 npogheccuu!
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