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AYTOMMMYHHBII FACTPUT y JAeTel

I'B. Boawiney!, A.U. Xaexun'!, A.C. [lomanoé?®, A.B. Huxumun'
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Autoimmune gastritis in children

G.V. Volynets', A.1. Khavkin', A.S. Potapov?, A.V. Nikitin'

"Weltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National Research

Medical University, Moscow, Russia;

’National Medical Research Center for Children’s Health, Moscow, Russia

AyTOMMMYHHBIii raCTPUT, 0COOEHHO Y /IeTeil, — MAJIOU3y4yeHHas NPodIeMa. DTHONOTHS AYyTOUMMYHHOTO FaCTPUTA 10 CUX NOP Heu3-
BECTHA, OJJHAKO paccMaTtpuBaetcs poab Helicobacter pylori u Bupyca Dnmreiina—bapp B ero pa3sutuu. B ocHoBe hopmupoBanus
ayTOMMMYHHOTO TacTpuTa Jexar omocpenoBanHas T-mumdpouuramu CD4+ ayrommmyHHas peakuusi M1 oOpa3’oBaHHe AHTUTE]
K NapHeTAJIbHBIM KJIETKAM KeJIy/lKa, MULIEHbI0O KOTOPbIX CJYKHUT xeaynounas H*/K*-AT®a3a, ¢ nocieayiomum paspylieHuemMm
NapHeTANBHBIX KJIETOK U Pa3BUTHEM aTPouu cIM3UCTOi 00010YKH. AYTOMMMYHHBIA FACTPUT CYMTAETCS NPEIPAKOBBIM COCTOS-
nuem. Kiimnnyeckasi KapTMHA AyTOMMMYHHOTO TACTPUTA Y IeTell He CBA3aHA €O crenu(puIecKUMI CHMITOMAMY MIOPAKEHUS OPraHOB
nuieBapenus. AOIOMUHANIbLHBIE 00/ BCTpevyaloTcs peako. Cneumuduyeckue nposiBjeHHs] IUCTENCHYECKOr0 XapaKTepa Takke
peaku. YacTo pa3BuBaeTcs CHHAPOM XPOHMYECKO# Hecnenupuyeckoii unTokcnkauuu. ITokaszaTem KpacHoii KPoBU y O0JIBIIMHCTBA
JieTeii ¢ AayTONMMYHHBIM FACTPUTOM OCTAIOTCS B Mpeeax Bo3pacTHoii Hopmbl. 2KesesonedunuTtHas anemus Bcrpedaerca y 13,8%
nanuentos. Buramun B ,-nedymurnas anemus y nereii orcyrctsyeT. ChIBOPOTOYHBIM MADKEPOM H KPUTEPHEM IMATHOCTHKH ayTo-
HMMYHHOTO FacTPUTA y JeTeil CYNTAIOTCA AYTOAHTHTENA K MAPHeTAIbHbIM KeTKaM xKeJyaka. JleueHne ayToMMMYHHOTO racTpuTa
HANPABJIEHO HA NPeoTBpalIenne eduuuTa xkenesa u/umm puramuna B . Cnennduyeckue MeTosibl JiedeHUs He pa3padoTaHsl.

3akmouenue. YacTora pa3BUTHS ayTOMMMYHHOTO TacTpuTa y Aereii HenooueneHa. Poab H. pylori B BO3HUKHOBEHNH ayTOMMMYH-
HOTO TacTpuTa He moaTBepxkaaercd. MiMeercs TecHas KoppessiMs aHTUTE] K MapueTaibHbiM KieTkam xeaynka ¢ JIHK Bupyca
Dmmreiina—bapp. M3-3a He0.1aronpuATHBIX HCXOI0B M PUCKA MAJIMTHH3AMH BAaXKHA PAHHAS IMATHOCTHKA 3200/eBanus. ATpodu-
YeCKHii raCTPUT U KMIIEYHAS METAIIA3MS SBJISIIOTCSA NPEAPAKOBLIMU COCTOSIHUSMH, XOTS M KpaiiHe peJJKO BCTPeYAIOUMMUCS B JIeT-

CKOM B0O3pacTe, npeHedperaT MMM He CJie/Iyer.

Karoueswte crosa: demu, aymoummynHoliil eacmpum, supyc Snwmetina—bapp, Helicobacter pylori.

Ansa yntupoBanus: BonbiHew I".B., XaBkuH A.W., lMotanos A.C., HukutuH A.B. AyTOMMMYHHbIU racTpuT y AeTei. Poc BECTH NepuHAaToO v rne-
avarp 2023; 68:(6): 5-14. DOI: 10.21508/1027-4065-2023-68-6-5-14

Etiology of autoimmune gastritis, particularly in children, is still unknown. However, the role of Helicobacter pylori and Epstein—Barr
virus in the development of autoimmune gastritis is being considered. The formation of autoimmune gastritis is based on an autoim-
mune reaction mediated by CD4+ T-lymphocytes and the formation of antibodies to gastric parietal cells, the target of which is gastric
H*/K*-ATPase, with subsequent destruction of parietal cells and the development of mucosal atrophy. Autoimmune gastritis is con-
sidered a precancerous condition. The clinical picture of autoimmune gastritis in children is not associated with any specific symptoms
of the digestive organs. Abdominal pain is uncommon. Specific manifestations of a dyspeptic nature are rare. Often there is a syndrome
of chronic nonspecific intoxication. Red blood counts in most children with autoimmune gastritis are within the age norm. Iron deficiency
anemia occurs in 13.8% of patients. Vitamin B12 deficiency anemia does not occur in children. Autoantibodies to the parietal cells
of the stomach are considered to be a serum marker and diagnostic criterion for autoimmune gastritis in children. Treatment of autoim-
mune gastritis is aimed at preventing iron and/or vitamin B , deficiency. No specific methods of treatment have been developed so far.
Conclusion. The incidence of autoimmune gastritis in children is underestimated. The role of Helicobacter pylori in autoimmune
gastritis has not been confirmed. There is a close correlation of antibodies to gastric parietal cells with Epstein—Barr viral DNA. Due
to adverse outcomes and the risk of malignancy, early diagnosis of the disease is important. Atrophic gastritis and intestinal meta-
plasia are precancerous conditions, although extremely rare in childhood, they should not be neglected.

Key words: children, autoimmune gastritis, Epstein— Barr virus, Helicobacter pylori.

For citation: Volynets G.V., Khavkin A.l., Potapov A.S., Nikitin A.V. Autoimmune gastritis in children. Ros Vestn Perinatol i Pediatr 2023; 68:(6):-

5-14 (in Russ). DOI: 10.21508/1027-4065-2023-68-6-5-14

© KonnekTtune aBTopos, 2023

Anpec st Koppecnonzenuuu: Bosbinen lanuna BacwibeBHa — 1.M.H.,
IJI. Hay4. COTp., PYK. OTAeJa racTpodHTeposiorn HayuaHo-uccenie10BaTesbeKo-
rO KJIMHUYECKOTO MHCTUTYTA MEAUaTPUU U JIETCKOW XMPYPTUU MM. aKaIeMU-
ka lO.E. Benbruiuesa; npod. kadeapbl MFHHOBALIMOHHO# MeIMATPUU U IETCKOM
XUPYpruu (hakyibTeTa TOMOJTHUTEIBHOTO MPO(heccCHOHaTbHOTO 00pa3oBaHMsT
Poccuiickoro HalMOHAILHOTO MCCIIEI0BATEILCKOTO MEAULIMHCKOTO YHUBEPCHU -
teta umM. H.W. Tuporosa, ORCID: 0000—0002—5413—-9599

e-mail: volynec_g@mail.ru

XaBkuH AHaronuit nbnd — 1.M.H., pod., /1. Hay4. COTp. OTeJIa FACTPOIHTE-
posnoruu HayuyHo-ucciienoBaTenbcKoro KIMHUYECKOTO MHCTUTYTA TMeAUaTpUU
u netckoii xupypruu uM. 10.E. Benbruiiesa,

ORCID: 0000—0001—7308—7280

Hukutun Aprem BsiuecaaBoBUY — K.M.H., Be/l. Hay4. COTp. OT/eJIa FaCTPOIHTE-
posnoruu Hay4Ho-ucCIe10BaTeIbCKOTO KIMHUYECKOTO MHCTUTYTA TeAUaTPUN
U IETCKOM Xupypruu uM. akagemuka fO.E. Benbruiiena,

ORCID: 0000—0001—-8837—-9243

125412 Mockaa, yi1. Tangomckas, 1. 2

Moranos Anekcanap CepreeBud — 1.M.H., pod., IJ1. Hay4. COTP., 3aB. FACTPO-
SHTEPOIIOTNYECKUM OTISJICHUEM C FeNaToIornyeckKoi rpymmoii HaronanibHo-
rO MEIMILIMHCKOTO MCCIIE0OBATEILCKOTO LIEHTPA 30POBbS IETCH,

ORCID: 0000—0003—4905—2373

119296 Mocksa, JIOMOHOCOBCKHiA TIPOCIIEKT, 1. 2, ¢Tp. |

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)




HCTODI/IH NETCKOM TaCTPOIHTEPOJIOTUH KaK CaMOCTO-
SITEJTLHOTO HATIpaBJIeHUS B MEIULIMHE HACYUTHIBAET
HEMHOTUM 0oJiee MoJyBeKa. YCIOBHOM TOUYKOI oTcYeTa
MOXHO CcyuTaTh co3gaHue B 1966 r. EBpomneiickoro
oOIecTBa HETCKOW TacCTPOIHTEPOJIOTUM, TenaToJIOTUN
U HyTpULMOJOTMU. B Halleil cTpaHe BbIIeJIeHUE IET-
CKOW TaCTPO3HTEPOJIOTUU B OTACIBHYIO CYOAUCIIUTUIMHY
cBsa3aHo ¢ uMeHeM A.B. Masypuna. [leTckast racTposH-
TEPOJIOTHS B 3HAUMTELHOM Mepe OTJIMJaeTCs OT 00IIeit
HEe TOJbKO CTPYKTYpOWl TIATOJOTUM, OCOOEHHOCTSIMU
JIeKapCTBEHHOM Tepariu, HO, TIPEXKIe BCETO, XapaKTepoOM
TeyeHUs 3a0o0JieBaHUSI B KOHTEKCTe aHATOMO-(H3UO-
JIOTUYECKUX 0COOEHHOCTEN IETCKOTO OpTaHU3Ma.

OnHoIT U3 MaJIOM3Y4eHHBIX MPOOJIEeM B TacTPOIHTE-
pPOJIOTMH KaK B3pOCJIOii, TaK U JETCKOM, OCTaeTCs ayTo-
VMMYHHBIM TacTPUT, KOTOPBIA TIPEACTABISIET COOO
XPOHUYECKUI TaCTPUT, BBI3BAHHBI MMMYHOOTIOCPEIO0-
BaHHOM arpeccueil HeM3BECTHOM 3TUOJOTUM. DTa arpec-
CHsS HampaBlieHa Ha TapueTajbHble KIETKU KeJyaKa
U TIPOSIBJISIETCST PA3IMUHBIMU MTATOJIOTMUECKUMM TTPOTIEC-
CaMM, BBI3BIBAIOIIMMHM COCTOSTHME aXJIOPTHIPUU U pa3-
BUTHE NeUINTa BUTAMKUHA B, BerencTere paspyieHus
MapueTaIbHBIX KJIETOK M aTpodueil CIM3UCTON 000-
Jouku [1].

OrnpenesieHe ayTOMMMYHHOTO TacTPUTa OBIJIO YTOU-
HeHo B ucciaegoBanny R.G. Strickland u I.R. Mackay [2].
OHu KiaccuduIMpoBaaId XpOHUYECKUI aTpoduuecKuit
racTPUT Ha JBa TUMa — TUTT A 1 TN B — B 3aBUCHMOCTH
OT HAJIMYUSI VJIM OTCYTCTBUST ayToaHTUTeN. ['acTpUT THTTa
A XapaKTepHM30BaJCsl HaJIWIuMeM aHTUTE]T M aTpodueit
CIIM3UCTOM 000JOUKHM XKeJIe3UCTOM 00J1aCTH TeJla KeTynKa
U TUTIepracTpMHEMME, B TO BpeMs KaK TacTPUT THUIIA
B He compoBoXnancs HaJlU4MeM ayTOAHTUTENT U TIpe-
MMYIIIECTBEHHO BO3HUKAJT B TIPETTMJIOPUUECKON 001aCTH.
TepMUH «racTpUT TUIIA A» UCIOJb3YeTCs] KaK CUHOHUM
ayTOMMMYyHHOTO TacTputa. OgHakKo OBIIM COOOIIEHUS
0 ciydasix, Korja B MPUCYTCTBUM ayTOAHTUTEN Ha paH-
HUX CTaausx 3a0ojeBaHUS He OBUIO SHIOCKOIMMYECKU
BHM3YyaJIM3UPYEeMbIX TTPU3HAKOB XPOHUYECKOTO aTpoduie-
CKOTO TacTpuTa. DTH ClIydyald ayTOMMMYHHOTO TacTpHUTa
VMeN XapaKTePUCTUKU, OTIWYHBIE OT XapaKTepu-
CcTUK 0oOBIYHOro racrputa tuma A. IlosToMy B HacTos-
Imee BpeMsl Ooyiee pallMOHAJBHBIM CUWTAETCS TEPMUH
«ayTOMMMYHHBII racTput» [3].

AYTOMMMYHHBIM TaCTpUT CUYMTAETCS MPEIPAKOBBIM
3a00IeBaHEM, OJHAKO PeallbHbI PUCK Pa3BUTHS pakKa
KeJTyaKa, CBSI3aHHBIA C ayTOMMMYHHBIM TacTPHUTOM,
OCTaeTcsl HEBBISICHEHHBIM, a IOJTOCPOYHBIN IPOTHO3
ILJIS1 JTIOJIei ¢ 3TUM 3aboseBaHueM Bapbupyer [4, 5]. [1por-
HOCTUYECKU 3HAYMMBIMU (PaKTOpaMu pHUCKa Pa3BUTHSI
paka >XejJyakKa TIpM ayTOMMMYHHOM TacTpUTE CITyKaT
TSKECTh aTpo(UU U JUIMTENIBHOCTL 3a0oJieBaHus [5, 6].
JloJITOCpOYHBIN TIPOTHO3 IS NeTell ¢ ayTOMMMYHHBIM
racTpuToM He ucciemoBaicsa. OmHaKoO B CBSI3M ¢ Ooee
JUTUTETBHOM TPOJOKUTEbHOCTBIO WX JKU3HU ayTO-
VMMYHHBIM TacTPUT 3aCHyKMBaeT 0COOOT0 BHUMAHMUS
KaK TIpeIHeOIIaCTUYeCKOe COCTOsTHMEe Y neTeil. B omy-

NEPELOBAS

OJTMKOBAHHBIX COOOIIEHUSIX 00 OIYXOJIEBOIM 3BOJIIOLINU
aTpouM XKeayaKa B JeTCKOW MOMYISIIUA Pa3BUTHE ajie-
HOKapIMHOMBI XeJIyaKa ObIJIO OMUCaHO y 2 TAllMeHTOB
yepe3 17 ner u 8,5 roma mocie BIEpBbIE YCTAHOBJICH-
HOTO JuarHo3a ayTOMMMYHHOro ractputa [7]. Y4uTbl-
Basi BO3MOXHOCTb TIPOTPECCUPOBAHUS TICEBIOMMIOPH-
YeCKOM MeTarjia3u 1 MUKPOHOMYISIPHOM TUTIEPITIa3uu
B pak, y JeTeill 1ellecoo0pa3HO MepUOoaNIeCcKU MPOBO-
IUTh 00CTeNOBaHUE IS UCKITIOUEHUS] ayTOMMMYHHOTO
racTpura, OCOOEHHO TpPU WUMEIOIIUXCS IPYTUX ayTo-
WMMYHHBIX 3a00JIeBaHUSIX, TaKMX KaK CcaXapHbI aua-
0et 1-ro TMma uau 3abosieBaHUsS IIIUTOBUIHOMN XKeye3bl,
MPU  KOTOPHIX PACIPOCTPAHEHHOCTb ayTOMMMYHHOTO
racTpuTa BhbIlIe B 3—5 pa3 [7-9].

ATtnonornyeckme GpakTopbi ayTOMUMMYHHOTO
racTpurta

DTUOOTUS ayTOUMMYHHOTO TacTpuTa 10 CUX TOp
HeusBecTHa. Cpenu MHGEKIMOHHBIX (DaKTOPOB, BBI3bI-
BalOIIMX XPOHUYECKUI TacTpuUT, OE3yCJITOBHO, Beaylliee
MECTO OTBOAMTCSI U3YUEHUIO BIUSIHUS MUKPOOPTaHM3Ma
Helicobacter pylori, B TeHOMe KOTOPOTO TMPUCYTCTBYIOT
LIMTOTOKCUHACCOLIMMPOBAHHbBIC T€HbI, CIIOCOOHBIE BBI3bI-
BaTh pPa3IUYHBbIE BBIPAXXEHHBIE MATOJIOTMYECKUE TIPO-
1IECChl B CJM3UCTONM O0OJIOUKE KeylnKa, B TOM YMUCIIEe
aKTUBAlLIMIO OHKOTeHHbIX OenkoB [10]. HMubekums
H. pylori npuBOAUT K TIPOTPECCUPOBAHUIO XPOHUYECKOTO
aTpo(UYECKOro TacTpuTa C KHUILIEYHOW MeTariasuei
W IIMPOKO TIPU3HAETCSI CUJIbHEWUIIUM (PaKTOpOM purcKa
pa3BuTHS paka xenynka [9, 11, 12].

B pa3BuTtuM ayTOMMMYHHOTO TacTpUTa MOXET UTPaTh
posnb uHpexkuusi H. pylori, mpu KOTOpPOil MeXaHU3M
MOBPEXIEHUS CIUZUCTON 000JOUKM KeTyIKa BKIIOYAET
BbIpaboTKy aHTUTeN TipotuB H*/K*-AT®as3b1, uto mipu-
BOJUT K TIPOTPECCUPOBAHUIO TTOBPEXIACHUS MapueTaib-
HBIX KJeToK. MMerTcst ybenutesbHbIE H0Ka3aTeIbCTBa
B TOJIEPKKY MeXaHHW3Ma MOJEKYISIpHOM MUMMKPUU
Mexxay autureHamu H. pylori v mpotoHHo# nommnoit [13].
OnHako MMEIOTCSI TaHHBIE O OBICTPOM MPOrpeccrupoBa-
HUM ayTOMMMYHHOTO TacTpuTa BCJEACTBYE 3paauKaliuu
H. pylori [14—16].

Takum 00pa3oM, eTMHOTr0 MHEHMS 10 BOIIPOCY POJIN
H. pylori B pa3BuTMM ayTOMMMYHHOTO TacTpuMTa TOKa
He mpocTurHyto. OgHako OOJBIIMHCTBOM MCC/eaoBaTe-
Jieil TIpu3HaeTcs1, uTo posb H. pylori B pa3BUTUM ayTOUM-
MYHHOTO TacTpUTa BECbMa He3HayUTeJbHA. Y B3POCIbIX
aHTUTEeNa K MapueTajibHbIM KJeTKaM ObUIM OOHapy-
JKEeHBbI TOJIbKO cpenu H. pylori-HeraTMBHBIX TIallMEHTOB
[13, 17]. Tloka3aHo, uto y nmereit nHdexkuuss H. pylori
MOXET He WrpaThb pOJIM B Pa3BUTUNU ayTOMMMYHHOTO
ractpuTa [18, 19].

Ilouck npyrux WMHOEKIMOHHBIX MapKepoB, KOTO-
pbie MOTYT OBITh TPUTTEPAMM ayTOMMMYHHOTO TacTPUTA,
noKa3aj BBICOKYIO pacripoctpaHeHHocTh JJHK Bupyca
OmnureitHa—bapp B cau3ucTOl  000JIOYKE  KesyaKa
y nereid ¢ xpoHuyeckum ractputom [20—23]. I1pu satom
Hanmmuue JTHK Bupyca DOmiureitHa—bapp B ciausucroi
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000JI0YKE 3KelylKa TEeCHO KOppeJIUpyeT C HaJIudueM
ayTOAHTUTEJ K MapueTaJbHbIM KJIeTKaM, KOTOpbIE BCTPe-
YaloTCcs y AeTel ¢ XpOHUYeCKnM TacTputoM B 40% ciy-
yaeB (CM. PMCYHOK), XOTsI 4acTOTa pa3BUTHUs ayTOUM-
MYHHOTO racTpuTa y JIeTeil OCTaeTCsl HeyCTaHOBJIEHHOM
u BapeupyeT oT 2 10 40%.

Bupyc OmiureitnHa—bapp npencrapisiet coboit moBce-
MECTHO pacIpOCTpPaHEHHbI ramMMa-TeprieCBUpPYC Yesio-
BeKa, MH(UIIMpPOBaHUE KOTOPHIM BBI3BIBAET MOHOHY-
kieo3, mumdomy bepkerra, KapumHOMY HOCOIJIOTKH,
ayTOMMMYHHbIe 3a00JIeBaHUsI U pakK Xkenynka. B pesynb-
Tate 3(PPEeKTUBHOIO MMMYHHOTO KOHTPOJIS OOJIBIIMH-
CTBO BUMPYC-TIOJIOXXUTEJIbHBIX JIIONEH TIEPEeHOCIT BUPYC
KaKk OeCCUMIITOMHYIO TIepCUCTUPYIOIIYID WHQEKIIUIO
Ha MpOoTsKeHUU Beelt xxu3Hu. [lepcuctupyromas nHdek-
IS BBI3BIBAET 3JI0KAUYECTBEHHBIE HOBOOOpa30BaHMSI
B IMM@aTUIECKNX 1 SIUTEINAIbHBIX KiieTKax [23, 25].

Takum 00pa3oM, pacrpoCTPaHEHHOCTb ayTOWM-
MYHHOTO TacTpUTa y JeTeil ocTaeTcsl HEeU3y4YeHHOM,
KaK M MPUYUHBI €r0 BO3HUKHOBEHMSI, XOTS MEUIEHHO
pa3BUBAIOLIMICS TTPOIIECC TIPUBOIUT K OHKOJOTUYECKUM
TpaHcopMalMsIM 3MUTETUATbHBIX KJIeTOK. [lpn aTOoM
uHdexkuuss H. pylori MalOBepOSTHO CIYXUT TPUUYUHOMN
9TOro 3a00JieBaHUSI, a UMMYHOJIOTUYECKHE HapyIICHMS
B CIM3UCTON 00O0JIOUKE >XKeJyldKa, COIMPOBOXIAIOIIN-
ecst oOpa3oBaHUEM aHTUTE K MapueTaJbHbIM KJeTKaM
C TIOCJIEIYIOLINM UX pa3pylIeHHeM, MOTYT OBITh O0YCJIOB-
JIEHbI BUpycoM DminteitHa—bapp, KoTopblilt ©MeeT BbIpa-
SKeHHBIM TPOTM3M K 3MUTEINATbHBIM KJIETKAM U BBI3bI-
BaeT 3HAYMTETbHbIE UMMYHHbBIE HapyleHus [23, 26].

MaToreHe3 ayTOMMMYHHOrO racTpuTa

B ocHoBe (hopMupoBaHUS ayTOUMMYHHOTO TacTpUTa
JIEKUT 00pa3oBaHNe aHTUTEN K TTapueTabHBIM KJIeTKaM
KeTyaKa. AYTOMMMYHHAsI peakivsi, OToCpeIoBaHHast
maBHbIM obpazom T-nmumdonuramu CD4+, mnpuso-
AT K pa3pylIeHUIO MapueTaabHbIX KJIETOK U Pa3BUTHUIO
B TeUeHME HECKOJIbKUX JIeT aTpopuu CIU3UCTON 000-
nouku [19]. MuieHslo 119 aHTUTE K MapUeTaTbHBIM
KJIETKaM XeJyaka cayxkut xenynouHas HTK -ATda3a,
HasbIlBaeMasi TIPOTOHHBIM HACOCOM, WJIM TIPOTOHHOM
ITOMIIOM, TIOTOMY 4YTO OelKM, BXOISIIME B €€ COCTaB,
MEPEHOCAT COJSTHYIO KUCJIOTY U3 KIJIETOK-TIPOMYIIEHTOB
B IPOCBET Keynka [26].

IMapueTanbHble KIETKU TPOAYLUPYIOT COJISTHYIO KUC-
JIOTY, YYacTBYIOLIYIO TTOMUMO TPOIIECCOB TUIIEBAPEHMS
BO BcachiBaHMM 3kene3a. CeKpelust KeIyoIouyHOTo CoKa
HeoOXoaMMa ISl COMOOMITN3AIIK TTOCTYTTAIOIETO B Opra-
HU3M 3KeJie3a, T.e. CO3MaHUs YCIOBUIA U ero HOopMallb-
HOTO BcachiBaHUsA. [MCTOIMATOJIOTMYECKUE W3MEHEHUS
CII3UCTOM OOOJIOUKM KeJyaKa, KOTOPbIE COMPOBOXKIA-
IOTCST pa3pylleHueM TapreTalbHbIX KJIETOK U MX TOTe-
peif, CITOCOOCTBYIOT CHIKEHUIO XKEJTyIOUHOM CEeKpeluu,
TUITO- WIA axJIOPTUAPUM, YTO IIPUBOAUT K HApPYLIEHUIO
BcachIBaHUS XeJle3a 1 Xeyne3oneuuuTHoU anemuu [19].
YV B3pocIbIX pedpakTepHast K JICUSHHUIO Keae300ePUIInT-
Hasl aHEMUST MOXET TIPEAIIeCTBOBATh HAvYaTy TIepHHUIINO3-
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HOIl aHeMUM, pa3BHBalolIeiicsa npuMepHo yepe3 20 Jer,
M, CJIEOBATENIbHO, MOXKET BCTpeUyaThCs Y AeTEH.

Kpome consiHOU KUCIOTHI, TMapueTaabHble KIETKH
MPOAYLIUPYIOT TJIUKOMPOTEUH — BHYTPEHHUI dakTop
Kactna, KoTOpblii CIyXUT KO(MaKTOpoM, HEOOXOmu-
MBIM IJIST CBSI3BIBAHUSI, TPAHCIIOPTUPOBKM W BCAChIBa-
HUA B MOIB3/IOINHOM KUIIKe BUTaMKUHa B,,, urpatomero
pelaroliee 3Ha4YeHWE TSI SPUTPOII033a U MIPOU3BOICTBA
muennHa. OmHAKO y JeTell aHTUTeJa K BHYTPEeHHEMY
dakTopy Kactina, oGHapyXrBaeMble Y B3pOCIBIX C ayTO-
WMMYHHBIM TacTPUTOM W TIEPHUIIMO3HOW aHeMUEH,
MpaKTUYeCKu He BcTpevatores [19].

BcaenctBue  paspylieHMs  MMapueTalbHBIX — KJie-
TOK HapylaeTcss obpa3oBaHMe KaK COJSTHOW KHUCIIOTHI,
Tak 1 BHyTpeHHero (akTopa Kacrtia, uro Bener K Hapy-
IIEHWIO BCAChIBAaHUS Xejie3a ¢ pa3BUTHEM Xeje30aedu-
UWTHOW aHEMWHM M BCachiBaHWsA BUTamuHa B, ¢ mocrne-
OYIOIIUM HapylleHWeM 3pUTPOIod3a W pa3BUTHEM
MepHUIIMO3HON aHeMmuu. [lepHULIMO3HAsA aHeMUS —
He eIWHCTBEHHBIM CUMNTOM 3a0ojieBaHUs. Butamuu
B,, Taxxe nMeeT pelnaioniee 3Ha4€HNE B TIPOU3BOICTBE
MMENIMHA, HEIOCTaTOK KOTOPOro TPUBOIWUT K TaKUM
HEBPOJOTMYECKNM  pacCTpoOMCTBaM, KaK OHeMeHUe,
MmapecTe3nu, caaboCTh U aTaKCHsl, KOTOPbIe MOTYT TIpeI-
IIECTBOBATh aHEMUU, 3JI0KaYeCTBEHHAsl acCOLMaTUBHAS
IereHepalus ClImHHoro Mo3ra [1, 19].

HeobxomnuMo KOHILEHTPUPOBAThH BHUMaHUE Ha TOM,
yTo 3aboJieBaHWE pa3BUBAETCSI MEIJIEHHO, B Tede-
HUE MHOTHX JIeT. AHTHTeJa OOJIKHBI OBITh CTOMKUMM
W COAepKaThCsl B JOCTATOYHOUM KOHIIEHTPALIMU, YTOOBI
BMecTe ¢ ayTopeakTuBHbIMU T-kitetkamu CD4+ xenynka
BBI3BATh MECTHYIO PEAKIIMIO U CIIOCOOCTBOBATH aTpoduu
CJIM3UCTON OOOJIOYKM W Pa3pylICHUIO IMapUeTATbHBIX
kietok [19]. Jlo HacTosiIero BpeMeH| Ye€TKO He Orpee-
JleHa JWHAMMKa KOHIEHTpalUW aHTUTE] K TMapueTallb-
HBIM KJIETKaM B 3aBUCHUMOCTH OT BPEeMEHU U TIATOJIOTUU
3ab0oeBaHusd. OMHAKO y OOJILHBIX C TSDKEJIBIM TeUeHHEM
ayTOMMMYHHOTO TacTpWTa WCYe3HOBEHWE WCTOYHUKA
aHTWTEHA BCJICACTBUE BBIPAXXEHHOUW aTpoduu Cciau3u-
CTOI 00O0JIOUYKU TTPUBOAUT K CHUKEHUIO TUTPA aHTUTE.
ITpuMmeyaTeTbHO, YTO aHTUTENA K MapueTaIbHbIM KIIeT-
KaM 3KeJyaKa MPUCYTCTBYIOT Takxke Y 2,5—9% 310pOBBIX
B3POCIIBIX Jioneit [27].

KnuHuyeckue nposiBneHns ayTouMMyHHOI0O
racTputa

KnuHuyeckn ayTOMMMYHHBIN TacTPUT 4acTO acco-
LIUUPYETCs C NIPYTMMU ayTOMMMYHHBIMU 3a00JIeBaHM-
SIMU, TaKUMHU KaK ayTOMMMYHHBI TUPEOUIUT, CHH-
npom IllerpeHa u caxapHblii 1uabeT 1-ro TUIa, Mo3TOMY
MOXET CUMTaThCsl CUCTEMHBIM 3a0osieBaHMEM. B yact-
HOCTH, U3BECTHBI OCJIOXHEHUSI ayTOUMMYHHOTO TUPEOU -
NIATa, OTHECEHHbIE K Kateropuu 3B moauriaHmayasipHOTO
ayToUMMyHHOTO cuHapoma [19]. OmHako ayTOMMMYH-
HBII TaCTPUT MOXKET OBITh U CAMOCTOSITEJIbHBIM 3a00J1e-
BaHMEM, HE CBSI3aHHBIM C IPyTUMU MMMYHOTIATOJIOTHYE-
CKMMH TPOLIECCaMU.
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NEPELOBAS

XpoHunyeckon BOB-nHpekunm Het (n=34) . 8,8%
| — p=0,001
XpoHunyeckasa BOB-uHpekuua* (n=111) _ 49 5%
JlateHTHasa dasa XpoOHNYECKON 14.39
BOb-uHpekuun** (n=35) 19 70
— p=0,001

AkTnBHas dasa XpoHMYEeCKoM s o
AkTnBHasa dasa xpoHuyeckon BOB-nHdekumn ¢ AHK 90.9%
B3b B cnusuncTon obonouyke xenyaka (n=44) ’
AKTUBHas ¢pasa XpoHNHECKOM 54 39
B3B-uHdekumm 6e3 H. pylori (n=35) 970 =0,09

AkTnBHasa dpasa xpoHndeckon BOB-nHdekuumn B 75 6%
codetaHum ¢ H. pylori (n=41) (9,070

— p=0,001

H. pylori iHpeKumMsi B CO4eTaHUM C NaTEHTHOM hasoii -

wnu otcytcTBnemMm BOB-nHbekunmn (n=24)

16,7%

JNlatenTHas ¢pasa nnm otcyteTene BOB-undekummn n . 8 9
, 9%

otcytcTBue H. pylori (n=45)

Pucynox. YacToTa 00HAPYKEHHS AyTOAHTUTEN K MAPUETAIbHBIM KJIETKAM Kejayaka (B %) B 3aBUCHMOCTH OT UH(HIMPOBAHHOCTH
BupycoM Dmmreiina — bapp (BDb), aktuBHOCTH XpoHHYecKoii DmmTeitHa—bapp-BupycHoii nHdeKmn 1 HHOUIMPOBAHHOCTH
Helicobacter pylori [20, 27]. Xponndeckass BOB-undekuns — IgG x BOB, B 4 pasa u 6o.1ee npesbimaionue ped)epeHcHbIe 3HAYSHHS
[20, 27]. JTaTenTHas a3a xpoundeckoit BOBb-unpekunu — IgG x BOB, B 4 u 6oJiee pa3 npepblawinyue ped)epeHcHbIe 3HAYCHUS
u orcyrcTBue cnenudmyeckux JJHK BOB. AktuBHas ¢a3za xponnyeckoit BOB undeknun — IgG Kk BOB, B 4 pa3a u 6oJiee npeBbi-
mamwomue pedepencusie 3naueHus u Haanune cnenuduyeckux JIHK BOB B ciim3ucToii 000109Ke xKeyaKa.

Figure. The frequency of detection of autoantibodies to the parietal cells of the stomach (in %), depending on the infection with the Ep-
stein—Barr virus, the activity of chronic Epstein—Barr virus infection and infection with Helicobacter pylori [20, 27].

Chronic EBY infection — IgG to EBV 4 or more times higher than the reference values [20, 27]. Latent phase of chronic EBV infection —
IgG to EBYV 4 or more times higher than the reference values and the absence of specific EBV DNA. The active phase of chronic EBV
infection — IgG to EBV 4 or more times higher than the reference values and the presence of specific EBV DNA in the gastric mucosa.
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KnauHnueckast KapTMHa ayTOMMMYHHOTO TacTpuUTa
He CBsI3aHA C KaKUMU-JIMOO CIelM(UIEeCKUMHA TIPU-
3HAKaMU WJIA CUMIITOMaMU, XapaKTepHBIMM Uil 3200-
JIEeBAHUI XKeJIyIOYHO-KUIlleyHoro TpakTa. Haunbonee
YaCTbIMU HayaJlbHBIMU MPOSIBIEHUSIMU CJTY>KaT remMaTo-
JIOTMYeCKre HapylieHusl (Ha pa3ludHble (OPMBI aHe-
MuM Tipuxoautcst 37% ciaydaeB), 3a KOTOPBIMH CIIEAYET
Mopdoornyeckoe TMoATBepxkaeHue ractputa (34%).
KnanHnueckn 6€CCMMIITOMHBIN ayTOMMMYHHBIN TacTPUT
HabIIomaeTcs y MalueHTOB ¢ ayTOMMMYHHBIM THPEOU-
IIUTOM, a BO BpeMsl JaJibHElIIero HaOaoaeHUs B O0JIb-
IMWHCTBE CJTydaeB OTMEYaINCh TeMaTOJIOTMYECKUE U3Me-
HEHWsI, B YACTHOCTH Je(ULINT XeJle3a U BUTaMUHa B,
runepractpuHemus [19, 27].

V nmeteii, Kak U Y B3pOCITBIX, abIOMHUHAIbHBIE OOIU
OoJiee XapaKTepHbl IS HEayTOMMMYHHOTO TacTpuTa.
BoneBoii cUHApPOM TIpM ayTOMMMYHHOM TacTpUTe
(ecmm  WMeeTcs)  XapaKTepHu3yeTcsl  JUTUTETbHBIMU
OOJIIMU B KMBOTE, KOTOPbIE HOCAT HOIOIIMI XapaKTep
1 He UMEIOT ONpeleieHHOM JoKanu3anuu. M3 nucnemn-
CHYECKUX TPOSBICHUN I ayTOMMMYHHOTO TacTpWTa,
10 CPaBHEHUIO ¢ HEayTOMMMYHHBIM TacTpUTOM, OoJee
XapaKTepHbI M3KO0Ta, OINYIIEHWEe TOpeud W/WIN KUC-
JIOTBI BO PTY, YTO CIEHUMUIHO TSI TacTpod3odareanb-
HBIX pedIIIOKCOB, a TaKXe METeOpU3M, KOTOPHIA CBU-
JIETeIbCTBYeT O HapylleHWW TmuiieBapeHus. OmHaKo
MpU ayTOUMMYHHOM TacTpUTEe Y HeTeil, TT0 CpaBHEHUIO
C IeTbMU, UMEIOLIIMMM HeayTOMMMYHHBIIM TacTpUT, Jalile
OTMeYaeTcsi CHHIPOM XPOHWYECKOM HecrelnpuyecKoi
MHTOKCUKAIINM, XapaKTepu3ylolmuiicsa cyodeopuim-
TETOM W/WIA STU30INYECKUMU KPaTKOBPEMEHHBIMU
HEMOTUBUPOBAHHBIMU TOABEMAMM TEMIIEPATyphl Tela
1o ¢heOpmIbHOM, a Takske TuMdaaeHoIIaTue ¢ yBeamde-
HUEM MPEUMYIIIeCTBEHHO MepeIHe- U/WITH 3aaHeIeHHOM
TPYIIIBI TUM(PaTUUECKUX Y3JI0B, MOXET OBITh FeraToIne-
HaJIbHBIN cUHApPOM (Tabs. 1) [24].

IMokazarenu KpacHoi KpoBu y 86,2% neteit ¢ ayTo-
WMMYHHBIM TaCTPUTOM OCTAlOTCS B Tpeesiax BO3pacT-
HoMi HOpMBI. Y 13,8% manmeHTOB OTMevaeTcs Xejie-
3oeUIIUTHAS aHeMUsl JIeTKOW cTerneHu. Jlpyroii,
XapaKTePHBIM I B3POCTBIX CUMITOM ayTOMMMYHHOTO
racTpura, — BUTaMUH B -meduumnTHas anemMuss — npak-
TUYECKU OTCYTCTBYET y AeTeil. BeposiTHO, 3TO CBSI3aHO
C TeM, 4YTO TMEepHUIIMO3HAs aHeMUs pa3BUBAETCS TIpe-
WMYIIECTBEHHO TIPU aTpo(UYECKOM TacTpUTe, pa3BUBa-
foleMcs B 6oJiee cTapllieM, a 4acTo — B TTOXUJIOM BO3-
pacTte, Toraa Kak y IeTeil ayTOMMMYHHBIN TaCTPUT UMeeT
noatpodudecKylo ctaguio [24].

0Oco0eHHOCTU ANArHOCTUKM ayTOUMMYHHOIO
racTputa

CBIBOPOTOYHBIM MapKepoM W KpUTepUEeM ITUarHoO-
CTUKW ayTOMMMYHHOTO TaCTPHUTa CUMTAIOTCS ayTOAHTH-
TeJla K MapueTaTbHBIM KJIETKAM KeJylIKa, OIPenelIsTio-
muecs y 90% maluneHTOB ¢ TEPHULIMO3HOW aHeMMUE.
Hupkyaupyloniye aHTUTENa K MapUeTabHBIM KJIeTKaM
B CBIBOPOTKE MOTYT OBITh OOHApYXEHBI C TTOMOIIILIO
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J1abopaTOPHBIX METO/IOB, B TOM YHCJIe UMMYHO(MEPMEHT-
HOTO aHaau3a, UMMYHOMIIyopeclieHIIMU. AyTOaHTUTENA
K BHyTpeHHeMmy ¢aktopy Kactia (mpomaykTy nmapueranb-
HBIX KJIETOK) MEHee YyBCTBUTEJIbHBI U UMEIOTCSI TOJIHKO
y 60% mamueHTOB, HO 6osiee cnienuaHb (98,6%) [19,
27, 28]. OgHako y neTell aHTUTeIa K BHyTpeHHeMY daK-
topy Kactia mpaktuyeckm He BcTpedatores [19, 24].

BaxHylo posib B JMarHOCTUKE ayTOMMMYHHOTO
ractputa urpaeT 3HHockomnus. I[locKoiabKy ayToum-
MYHHBI TacTpUT MOXET MpoTeKaTb OeCCUMITOMHO,
BH/IOCKOIUS C OWOICHel CIU3UCTO O0O0JOUKM Tesa
U aHTPAIBHOTO OTIENa/UHUM3YPBl XKEJTyAKa CUMTAETCS
«30JI0TBIM CTaHAapTOM» IUarHocTWKu. Kiraccuueckue
3H/IOCKOMUYECKUEe MPU3HAKM ayTOMMMYHHOTO TacTpuTa
Yy B3pPOCJbIX BKJIIOYAIOT OJIEAHOCTh CIU3UCTON 000-
JIOUKU, CIJIaKMBAaHUE CKJIANOK, TOBBIIIEHHYIO BUIU-
MOCTb IMOJCTU3UCTBIX KPOBEHOCHBIX COCY/IOB BCJIEACTBUE
WCTOHYEHMST CIU3UCTON OOOJOUYKM M 4YacTO HaJuyue
BUAMMOI aTpoduueckoil rpaHuibl. Ha paHHuX cra-
IUSIX 3a00JIeBaHUSI 9HIOCKOIMMUYECKash KapTHHA MOXKET
ObITh HOpMasibHOM [1, 3, 4]. V nereit pyu ayTOMMMYH-
HOM TacTpUTe OSHIOCKOINHUYEeCKass KapTMHA BEPXHEro
OT/IeJ1a KeTyT0YHO-KUIIIEYHOTO TPAKTa XapaKTepu3yeTcsl
U3MEHEHUSIMU CIIM3UCTON 000JOUKM KapAuKU U HUXKHEN
TPETU TIMIIEBOAA B BUIE OTeKa, TUMIEPEMUU U BPO3UIL.
B Tene xenynka npu ayToMMMYHHOM TacTpUTE, B OTJIU-
yue OT HEeayTOMMMYHHOIO TacTpMUTa, TOCTOBEPHO vallle
BBISIBJISIIOTCSI OTE€K, TMIIEPEMUsI, 3pO3UN U Y3JI0BaTOCTh
CIU3UCTON 000JI0uKU. B aHTpambHOM oOTHese KeayakKa
Mpu ayTOMMMYHHOM TacTpUTe JOCTOBEPHO Yallle BCTpe-
yaeTcsl y3J0BaTOCTh CAM3UCTOM 000/0uKu. B nykoBuile
NBEHAAATUTIEPCTHON KUIITIKW OTEK Y TUTIEPEMUSI CITU3U-
CTOI OOOJIOUKU TIPU ayTOMMMYHHOM TacTpUTe OIpele-
JISIIOTCSI TOCTOBEPHO Yallle, YeM TMpu HeayTOMMMYHHOM
ractpute (Tadxa. 2) [28—30].

OnHaKo 3HAOCKOMMYECKUX JTaHHBIX HEIOCTaTOYHO
NIl AMAarHOCTUKM ayTOMMMYHHOTO Tactputa. Mopdo-
JIOTMYECKU XapaKTepHOU 4epTOoil paHHEro ayTOMMMYH-
HOTO TacTpuTa SBISIETCSI YMepeHHasl JiuMmdouuTapHas
UHGUWIBTPALIUMS B CPEIHUX M TJIYOOKMX CJIOSIX COO-
CTBEHHOW TUIACTUHKM CJIM3UCTON OOOJOUKM XKeJyaKa,
HO TUCTOTIATOJIOTMYECKNE WCCAeAOBaHUsSI, KakK Tpa-
BUJIO, HE BBISIBJISIIOT HU 3aMETHOM JNECTPYKIIMU Tapu-
eTaJIbHBIX KJIETOK, HU aTpoduu. TeM He MeHee cuuTa-
eTCsl, UTO MPU KJIACCMUYECKOM ayTOMMMYHHOM TacTPUTE
B @aHTPAJIbHOM OT/IeJIe JKeJTyaKa UMEIOTCS MUHUMAaJbHbIC
usMeHeHusi. HaOmomaercst XpoHMUYeckoe BocHalieHue
W TpU3HAKW IUCTPO(UU pa3HOU CTENeHU BbIpaKEHHO-
CTU KakK B (DYHIAJIBHOM, TaK W B aHTPAJIbHOM OTIeIax
xeynaka. YacTto MOXHO BUIETb aKTMBHOE BOCMaJIeHUE
W MeTarula3uio MUJIOPUYECKOTO M KHUIIEYHOTO THIIa,
MOBBIIIEHHBIN aroINTO3 3MUTEJNATbHBIX KJIETOK Teja
xenyaka. [Ipy 3ToM, HECMOTpPsS Ha aKTMBHOE BOCTIaJe-
Hue, uHdexuusa H. pylori HU B MOMEHT UCCIeNOBaAHMS,
HU B aHaMHe3e He orpexaensercs. [ucronormyeckas
0COOEHHOCTh ayTOMMMYHHOTO TacTpUTa COCTOUT TaKXKe
B TUIIEPIUIa3Uuu 3HTEpoXpoMadOUHOMONOOHBIX KIIETOK,
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MNMEPEJOBASI
KOTOpBbIE YYaCTBYIOT B 00pa30BaHUM COJSTHOW KUCJIOThI WMMYHHOTO TacTpuUTa SIBJISIETCSI PE3KO U YMEPEHHO BbIpa-
3a CYET BBICBOOOXIEHUS TUCTAaMUHA, CTUMYJUPYIOIIETO JKeHHast nucTpodusi TTOBEPXHOCTHOTO JIUTENHsI, OoJjiee
rnmapueTanbHble KJIeTKH |3, 4]. BbIpaXXEHHOE TIOBBIIIIEHWE YHUCIA MEXAMUTEINATBHBIX
V nereii B pyHIATBHOM OT/IENE XKeTyaKa OTIMIUTEITb- JIUM(OILIMTOB B TIOBEPXHOCTHOM 3SMUTEINU CIU3UCTOMN
HOI 0COOEHHOCTBIO ayTOMMMYHHOT'O TacTpUTa OT HeayTo- obonouku, nnddy3Hass THOUILTpaLs COOCTBEHHOM TTj1a-
Tabauya 1. YacToTa KIMHUYECKMX NPOSIBJIEHHMIA AYTOUMMYHHOIO raCTPHTA Y JeTeill B CPABHEHMH C HEAYTOMMMYHHBIM racTpuTom [24]
Table 1. The frequency of clinical manifestations of autoimmune gastritis in children compared with non-autoimmune gastritis [24]
Ayroummynsblii  HeayrommmyHHBIH
I L T ractput (n=58) ractput (n=70) 4
HOIOIIKE OO B KUBOTE 30 (51,7%) 59 (84,3%) <0,001
00JI1 B XXMBOTE HE3ABUCUMO 12 (41,1%) 19 (32.2%) 0.7
OT IIpreMa MUIIN
00J11 B XMBOTE HATOIIAK 4 (13,3%) 15 (25,4%) <0,3
00JI1 B XKMBOTE BO BPEMSI €Ibl 1(3,3%) 1(1,7%) <0,8
Xapaxkrep 6oseit 00JI1 B XKUBOTE IOCE €Ibl 9 (30,0%) 10 (16,9%) <0,3
: B XXUBOTE 5
S OJI B XKUBOTE
: yepe3 15—20 MUHYT TTOCIe ebl 6(20,0%) 10 (16,9%) “li
BoJsieBoit CHHAPOM :
S 00JIM B KMBOTE CBSI3aHBI C (DU3K-
YECKOM Harpy3Kom 2(6,7%) 2 (3,4%) <0.9
0OJIN TATETbHBIE 23 (76,7%) 31 (52,5%) <0,05
60JI1 KPATKOBPEMEHHbIE 2(6,7%) 6 (10,2%) <0,9
B OIUTaCTPUH 1/VUTA TTAJIOPOIYO- 3(10,0%) 40 (67.8%) <0,001
] JeHaTbHOM
; Jlokamaauns 001l o nonpeGepne 13 (43,3%) 9(153%)  <0,01
HeomnpeaeIeHHas JTOKaIu3aus 14 (46,7%) 10 (16,9%) <0,01
OTpPbIKKA 13 (22,4%) 17 (24,3%) <1,0
HU3XOora 21 (36,2%) 13 (18,5%) <0,05
TOLIHOTA 20 (34,5%) 27 (38,6%) <0,8
pBoTa 6(10,3%) 9 (12,9%) <0,9
5 OILYIIIEHHE TSKECTH B SIHTa- 3(5.2%) 0 <02
JIyCIIennCuIeCKIA CUHAPOM CTpUK
OLIYILIEHNE TOPEYH U/ WIIA KIC- 21 (36,2%) 13 (18,5%) <0,05
JIOTBI BO PTY
METEOPU3M 21 (36,2%) 9 (12,9%) <0,005
3aITOPbI 12 (20,7%) 14 (20,0%) <1,0
CKJIOHHOCTb K TTOHOCaM 2 (3,4%) 11 (15,7%) <0,05
9MOIIMOHAJbHAS JAOWIbHOCTh 26 (44,8%) 23 (32,9%) <0,3
YacThle FOJOBHbIE OO 19 (32,8%) 20 (28,6%) <0,8
pPa3apaXMUTeIbHOCTD 19 (32,8%) 20 (28,6%) <0,8
leuupOM XpPOHUYECKOM Hecreupuie- CHAGOCTD 8 (13.8%) 10 (14,3%) <09
CKOW MHTOKCUKAIINH
acTeHM3alIMs 25 (43,1%) 24 (34,3%) <0,5
cyodedpuanuTeT 14 (24,1%) 2(2,9%) <0,001
JMdaneHonaTus 50 (86,2%) 26 (37,1%) <0,001
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CTUHKU 1 TUMMPOohOIUTUKYIsSIpHas Tunepruiasus (taos. 3).
OmmunrtenbHass MopdoMeTpruieckasi 0COOEHHOCTh CJIH-
3UCTOI 0007109KU (hYHIATBHOTO OT/IENIa TIPU ayTOUMMYH-
HOM TacTpuTe y JeTeil, B OTVIMUKME OT HeayTOMMMYHHOTO
racTpura, COCTOUT B 0oJiee BbIPaXKEHHOM peaklMu MecCT-
HOl MMMYHHON CHMCTEMBbI, YTO TIpOSIBJIsIeTCS JUMGO-
GOUMKYISIPHON TUTIepIria3ueil n 0ojiee 3HAYUTEIbHBIM
YBEJIMUEHUEM KOJIMYECTBA MEXKAIIMUTETUATbHBIX JUMQpO-

Bonviney I'.B. u coagm. AyTOMMMYHHBII TacTpUT y AeTeii

LIMTOB, 203MHO(MUIIOB U TUTA3MaTUYECKUX KJIETOK — TpPO-
NYLIECHTOB aHTUTEJI, a TaKXe B OOJIbIIEH BBIPAXKEHHOCTH
¥ JUTMTETLHOCTH BocniajieHus1. KpoMe Toro, HaOIomaroTcst
cratuctnyecku 3Hauumoe (p<0,001) cHuKeHMe Kojuye-
CTBa NapueTaIbHBIX KJIETOK 1 UX rurieptpodus [24, 31].
TTonoOHbIe U3MEeHEeHUsT 0OHAPYKUBAIOTCS U B aHTPATb-
HOM OTIIeJIe JKeJTy/iKa y JAeTeil ¢ ayTOMMMYHHBIM TacTpu-
TOM: PE3KO M YMEPEHHO BbIpaKeHHast AUCTPOdUs TOBEpX-

Tabauya 2. YacToTra BbISIBIEHHS SHIOCKONMYECKH BU3YAIU3UPYEMbIX H3MEHEHHUH CIM3HCTOMH 0000YKH JKeTyAKA NPH AYTOUMMYH-
HOM racTpuTe y JieTeii B CPABHEHHH C HeAyTOUMMYHHBIM racTputom [24, 30]
Table 2. The frequency of detection of endoscopically visualized changes in the gastric mucosa in children with autoimmune gastritis

compared with non-autoimmune gastritis [24, 30]

Bepxuuii 0T/1e]1 ey I04HO-KHIIEYHOr0 TPAKTA Orex Oposin Y3a108at0CTS
W rUnepemMust H/WIM SI3Bbl  CJIM3HMCTOI 000I0YKH
AYTOMMMYHHBI TacTpuT (n=58) 46 (79,3%) 21 (36,2%) =
Kapnusa v HIKHAS TpeThb MULIEBOIA
HeayroummyHHbIi ractput (n=70) 35 (50,0%) 3(18,6%) —
AYTOMMMYHHBI racTput (n=>58) 45 (77,6%) 7 (12,1%) 15 (25,9%)
DyHIATBHBIN OTIE
HeayroummyHHbii ractput (n=70) 39 (55,7%) 1(1,4%) 6 (8,6%)
AYTOMMMYHHBIi racTput (n=>58) 58 (100,0%) 9 (15,5%) 26 (44,8%)
AHTpaJIbHBIN OTHE
HeayroummyHHbIi ractput (n=70) 67 (95,7%) 7 (10,0%) 14 (20,0%)
JIyKOBHIIA IBEHATIATHIICPCTHOM AYTOMMMYHHBIi racTput (n=>58) 49 (84,5%) 10 (17,2%) 8 (13,8%)
LI Heayroummynnsiii racrpur (n=70) 39 (55,7%) 12 (17,1%) 9 (12,9%)

Tabauya 3. YacTora BbisiBieHHS MOPhOJOrHYECKUX M3MEHEHHIA CIM3UCTON 000J10YKH (DYHIAIBHOTO OT/AE/A KeJTyKA MPH ayTOUM-
MYHHOM racTpPHTeE Yy jieTeii B CPABHEHUH C HEAYTOMMMYHHBIM racTpurom [24, 31]

Table 3. The frequency of detection of morphological changes in the mucous membrane of the fundus of the stomach in children with
autoimmune gastritis compared with non-autoimmune gastritis [24, 31]

S — =
Jurctpodusi TOBEPXHOCTHOTO SIUTENHS CIM3UCTON 000T0UKN 58 (100,0%) <0,001 51(72,9%)
He3HAUMTEeIbHAs 13 (22,4%) 15 (21,4%)
yMepeHHast 34 (58,6%) 31 (44,3
peskas 11(19,0%) 5(7,1%)
(l;[T(;];I;II:JeHHe YKCIIa MEXAIHUTETUATBHBIX TUM(OIMTOB B TOBEPXHOCTHOM 58 (100,0%) 69 (98.6%)
HE3HAYUTEbHOE 8 (13,8%) <0,005 26 (37,1%)
YMEPEHHOE 38 (65,5%) 38 (54,3%)
pesKoe 12 (20,7%) <0,05 5(7,1%)
HndunbTpanys co6CTBEHHOM MIAaCTUHKI 58 (100,0%) 63 (90,0%)
IOBEPXHOCTHBII OTIEI 33 (56,9%) <0,05 45 (64,3%)
nddysHast 25 (43,1%) <0,06 18 (25,7%)
ITpusHaku atpoduu 1 CKIepOTUIECKUE U3MEHEHUST 7 (12,1%) 4 (5,7%)
JInmbonaHag runepriiasus 30 (51,7%) <0,001 13 (18,6
TToBepXHOCTHBIN TACTPUT 29 (50,0%) 46 (65,7%)
Huddy3HbIiA racTpUT 29 (50,0%) <0,04 21 (30,0%)
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Tabauya 4. Yacrora BbisiBieHUs1 MOP(OJIOTHYECKUX H3MEHEHHI CIM3UCTOi 000JI0YKH AHTPAJIBHOTO OT/EJA JKeJIYKA MPU AyTOMM-
MYHHOM racTpuTe y AeTeil B CpPaBHEHHH C HeAYTOMMMYHHbIM ractputom [24, 31]

Table 4. The frequency of detection of morphological changes in the mucous membrane of the antrum of the stomach in children
with autoimmune gastritis compared with non-autoimmune gastritis [24, 31]

Mopdonornyeckne H3MeHEeHUs1 ‘;y:;)l;?glﬂ:gg D I-Ir:‘?;:::?xiﬂ; (;’)m
JAuctpodust TOBEPXHOCTHOTO SIUTEIHS CIIM3UCTON 000JI0UKHI 57 (98,3%) <0,001 34 (48,6%)
He3HaYUTeJIbHast 3(5,2%) 8 (11,4%)
yMepeHHast 28 (48,3%) <0,005 16 (22,9
pe3kas 26 (44,8%) <0,001 10 (14,3%)
gr(;[l::};:leﬂl/le qKciia MeX3MUTETUATbHBIX JTUM(OILIMTOB B TOBEPXHOCTHOM 58 (100,0%) 10 (100,0%)
HE3HAYNUTEIHHOE 4 (6,9%) <0,016 17 (24,3%)
yMEPEHHOE 35(60,3%) 43 (61,4%)
pesKkoe 19 (32,8%) <0,020 10 (14,3%)
Nndbunbrpanyst coOCTBEHHON MIaCTUHKYI 58 (100,0%) 66 (94,3%)
TMOBEPXHOCTHBIN OTIEN 8 (13,8%) <0,020 28 (40,0%)
b dysHast 50 (86,2%) <0,001 38 (54,3%)
TTpusHaku aTpoduu U CKIEPOTUIECKUE N3MEHEHUS 25 (43,1%) <0,002 12 (17,1%)
JInmbonaHas rurepriiasus 23 (39,7 20 (28,6%)
IToBEpXHOCTHBI TACTPUT 11 (19,0%) <0,002 33 (47,1%)
HMuddy3HBII racTpUT 47 (81,0%) <0,002 37 (52,9%)

HOCTHOTO 3MUTEUSI  CJIU3UCTON  O00OJOUKM, PpPe3Koe
MOBBIIIEHUE YWCTa MEXIMUTETNATbHBIX JIMMQOIIUTOB,
nuddy3Has MHOQUIBTpalUs COOCTBEHHOW TUIACTUHKU
JuMmdonuTamMu, TIIa3MoLMTaMu, Makpodaramu, 10CTO-
BEpPHO Yallle BCTPEYAOIIMMHUCS CKJICPOTUUECKUMU U3ME-
HeHusimu (tad:n. 4) [24, 31].

H3BeCTHO, YTO y B3pPOCIHBIX ayTOMMMYHHBIN TaCTPUT
COTIPOBOXAAETCSI TUIIO- U axjoprumapueit. baszanbHast
kuciaotHocTh (pH) Tena xenynka npu ayTOMMMYHHOM
racTpuTe y JIeTeil CTaTMCTUYECKM 3HAYMMO BBIIIE, YeM
npu HeayrouMMyHHOM ractpute (p<0,004) [24]. Dtor
(eHOMEH MOXHO OOBSICHUTH KOMIIEHCATOPHOW TUIEpP-
Tpodueil MmapueTaTbHbIX KJIETOK TIPU CHIDKEHUM WX
KOJIMYECTBA, YTO TOATBEpKAaeTCsI MOPGhOIOTUIECKUMU
1 MOPHOOMETPUIYECKUMU HCCIEeTOBAHUSIMU OUOITATOB
CIIM3UCTON 000JI0YKM (PYHIAJTBHOTO OTAEea. DTO MOXKET
YCUJIMBATh TIPOAYKIIUIO COJSIHOM KMCIOThl. Kpome
TOrO, MPU ayTOMMMYHHOM TacTpuTe y JeTeil atpodus
CIIM3UCTOM OOOJIOUKM KejlylnKa HaOIromaeTcs KpaitHe
penKo, TPeuMYIIeCTBEHHO Ha0moaaeTcsi noaTpodu-
yeckasi CTafausl racTpUTa, YTO TaKXKe ITOATBEPXKIAETCS
npu  Mop(OJIOTMYECKOM HCCleoBaHUU. BeposTHO,
IMO3TOMY HE OTMEYaeTCsl aTpOPUU KeJTyTOUHBIX XeJie3 U,
Kak CJIeJICTBUE, TUTIO- U axjopruapuu [24, 31].

JleyeHune npu ayTOUMMYHHOM racTpurte

JleueHue neTeit ¢ ayTOMMMYHHBIM FACTPUTOM Harpas-
JICHO Ha TpeloTBpalleHue neduinTa keie3a W/WiIu
sutamuHa B, [19]. Cnenunduyeckne MeTobl jedeHus
He pa3paboraHbl. [Ip1 ayTOMMMYHHOM racTpUTE B KOM-

TUIeKCe C JIPYrMMM ayTOMMMYHHBIMU 3a00JieBaHUSMU
MPOBOJUTCS JIeUEHUE OCHOBHOTO 3a00JieBaHUSI, B TOM
YUCJIe C UCIOJb30BaHMEM MMMYHOCYITPECCUBHOM Tepa-
nmuu. OgHako 3(G(HEKTUBHOCTb JIEYEHUSI ayTOMMMYH-
HOTO racTpuTa, COIMPOBOXIAIOIIETOCs] aKTUBHON (ha3oi
nHGeKIM, 00YCI0BICHHOM BUpycoM DrmireitHa—bapp,
MOBBIIIAETCSI TIPU BKJIIOYEHUNW B KOMILJIEKC Teparuu
npenapaToB MHTepGepoHa, a Mpu OOHAPYXeHUU B OUO-
nTatax ciau3ucToi obomouku xkemynka JHK Bupyca
BOnureiiHa—bapp — MpoTUBOreprecBUPYCHBIX Tperapa-
TOB [24, 32].

3aknovyeHue

Takum oOpa3om, HaMM MpencTaBlieHa KOHLEIIIUS
pa3BUTHUSI AyTOUMMYHHOTO racTpuTa y JIeTeil, OCHOBaH-
Hasi Ha MHOTOJIETHEM OIIbITE HAYYHO-KJIMHUYECKOTO
u3yyeHusl paccmaTpuBaemoit Tipoosiembl. [lokasaHo,
YTO JAMArHOCTMKa ayTOMMMYHHOTO TacTpuTa, 4acToTa
Pa3BUTHST KOTOPOTO B IETCKOM BO3pacTe HeIOOLIEHEeHa,
C TIOMOIIBIO OMpeNeeHUSI aHTUTENl K IMapueTaibHbIM
KJIeTKaM XeJlyaKa, KOTOpble CIyXaT WH(pOPMaTUBHBIM
MapKepoM 3a00JieBaHMSI, BaXkKHa M3-3a BO3MOXHOCTHU
HeOJaronpusATHBIX MCXOAO0B W PHUCKAa MAaJIUTHU3ALINM.
Kpome Toro, HeoOXoaMMO MNOMYEPKHYTb, UYTO AaHTH-
Teja K TapueTabHbIM KJIeTKaM MMEIOTCSI Yy TTallMeHTOB
U C IPYTMMU ayTOMMMYHHBIMU 3a00JIeBAaHUSIMM, T103-
TOMY TaKWe TAalMeHThl HYXHAlTcs B 0COOOM BHUMA-
HUU, 4TOObI HUBEJUPOBATh PUCK Pa3BUTHUS OCIOXHEHUIA
ayTOMMMYHHOTO TaCTpHUTa, B TOM YKCIIe TIEPHULIMO3HOM
aHemuu. Hanuume aHTUTEN K MapUeTAbHBIM KJIETKaM
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MPEeNIIeCTBYeT aTPOPUUIESCKUM TOPaKEHUSIM CIIU3U-
CTOI 000JIOUKM XeJTyaKa, pa3BUBAIOIIEHCS yepe3 MHOTO
ner. KpoMe Toro, anturena K mapueTaJdbHBIM KJIeTKaM
nmeroTcss mpuMepHo y 20% TalMeHTOB ¢ MHMEKIMe

H.

pylori, HO maToreHe3 neBMALIMM MMMYHHOTO OTBeTa

TTOKa HESCCH.

PexoMeHpanuu no rucToIOrMYeCKOMY MOHUTOPUHTY

MOBPEXIECHWI CIM3UCTON OOOJIOUKM KeaydKa y JeTeid
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Genetic aspects of the development of congenital anomalies of the kidney and urinary tract
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BpoxneHHble aHOMAJIMK MOYEK M MOYeBbIX myTeil (congenital anomalies of the kidney and urinary tract, CAKUT) Bkio4aoT
HIMPOKMIA CIIEKTP CTPYKTYPHBIX AHOMAJIHIA, KOTOPbIe PA3BHBAIOTCS B Pe3yJbTaTe HApYIeHUs MopdoreHe3a MoYeK U/MiIH MOYEBBIX
nyreii. Bo Bcem Mupe cpeau nanmenToB muamme 21 roga ¢ xponnyeckoii 6ose3npio nmoyek 40—50% nmeror CAKUT. Boabmmn-
CTBO BPOK/IEHHBIX AHOMAJTHIi OPTAaHOB MOYEBOii CHCTEMbI AMATHOCTHPYETCSI BHYTPHYTPOOHO WIIH B T€UEHHE MEPBbIX MECSIEB JKU3HH
pedeHKa, 4To onpeaesser JATbHENIyI0 TAKTHKY ero BeaeHus B 3aBucumocty ot TsukecTd CAKUT u cTenenn chmkenus pusibTpa-
HOHHO¥ yHKIMK noYeK. B cTaTbe u31araiorcsi coBpeMeHHbIe IaHHbIE O TPUYUHAX PA3BUTHS AHOMAJIHIA OPraHOB MOYEBOii CHCTEMBI,
MPUBOJATCS MPUMEPHI HAYYHBIX UCCIIENOBAHMII, KOTOPbIe HANPABJIEHbI HA MPOTHO3UPOBAHHE BO3HUKHOBEHHS MOPOKOB Pa3BHTHS,
paccMaTPUBAIOTCS paHHHE MapKepbl 3a00.eBanusi. Takum oGpa3oM, npodjieMa aHOMAJIMii OPraHOB MOYEBOil CHCTEMbI OCTaeTCs
aKTyaJIbHOIi HECMOTPS HA 3HAYMTEJIbHBII BKJIA/I TeHETHKH B IOHUMAHKe NaToreHe3a u nporuosuposanus passutus CAKUT.

Karouesvte caosa: demu, CAKUT, anomanus pazeumus, PHK, xponuueckas 6o1e31b nouex.

Ansa untuposauums: Kypcosa T.C., Moposos C./J1., baviko C.B., nuH B.B. [eHeTudeckue acrnekTsl pa3BuTvsi BPOXAEHHbLIX aHOMasnKi novyex
v MoyeBbIx nyTen. Poc BecTH nepuHaron v neguatp 2023; 68:(6): 15-23. DOI: 10.21508/1027-4065-2023-68-6-15-23

Congenital anomalies of the kidney and urinary tract (CAKUT) include a wide range of structural anomalies that develop as a result
of impaired morphogenesis of the kidneys and/or urinary tract. CAKUT accounts for about 40—50% of patients under 21 with chronic
kidney disease worldwide. Most congenital anomalies of the urinary system are diagnosed in utero or during the first months of a child’s
life, which determines further tactics for managing a child, depending on the severity of CAKUT and the degree of decrease in the fil-
tration function of the kidneys. The article provides modern data on the causes of the development of anomalies of the urinary system,
provides examples of the development of scientific areas that will be aimed at predicting the occurrence of malformations. In addition,
early markers of the disease are considered. Thus, the problem of anomalies of the urinary system remains relevant to the present
despite the significant contribution of genetics to understanding the pathogenesis and predicting the development of CAKUT.

Key words: children, CAKUT, developmental anomaly, RNA, chronic kidney disease.
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MOYEBON CHUCTEMBI JAMATHOCTUPYETCS BHYTPHYTPOOHO
WA B TeYeHWEe TIEPBBIX MECAIEB KMU3HU pebeHKa,
YTO OMpENeNsIeT NaJbHEUINYI0 TaKTMKY €ro BeIcHUS

csie1oBaTes b OT/1e1a MHGOOPMALIMOHHbIX TEXHOJIOTUIT 1 MOHUTOpHHTa HayuHo-
MCCIIEI0BATEbCKOTO KIMHUYECKOTO MHCTUTYTA MeAnaTpUn 1 AeTCKOI Xupyp-
run uM. akazn. F0.E. Benprumesa, ORCID: 0000—0002—2059—8121

Moposos Cepreii JIeoHMI0BUY — K.M.H., BEI. Hayy. COTp. OTIAeJa Hacjiea-
CTBEHHBIX U NPUOOPETeHHBbIX OosiesHeil nmouek um. npod. M.C. MrHaropoii
Hay4Ho-uccienoBareabCKoro KIMHMYECKOTO WHCTUTYTA MEeIuaTpuu M IeT-
ckoit xupypruu um. akan. FO.E. Benbruiuesa, nou. Kadenpbl rocnuraibHOi
nearatpu Ne2 neamarpudeckoro dakyabrera PoccHiickoro HallMOHAIBHOTO
HCCIIeI0BATeIbCKOr0 MeAMLMHCKOro YyHUBepcuTeTa uM. H.W. ITuporosa,
ORCID: 0000—0002—0942—-0103

e-mail: mser@list.ru

Jlmma Bragumup BUkTopoBud — 1.M.H., mpod., pyK. OTIe1a HacaeICTBEHHBIX

M MpHOOpeTeHHbIX 6oJe3Helt moyek um. npod. M.C. UrHatoBoii, 3am. aup.
10 Hay4yHoit pabote B neauarpun HayuHo-ucc1e10BaTebcKOro KIMHNYecKo-
TO MHCTUTYTA TEANATPUN U IeTCKOI xupypruu uM. akan. t0.E. Benbtuiesa,
ORCID: 0000—0002—0942—0103

125412 Mockaa, yi1. Tanaomckas, a. 2

Baiiko Cepreii BanepbeBud — a.M.H., ipod. Kabeapbl neTckux 6ose3Heit be-
JIOPYCCKOTO TOCYAaPCTBEHHOTO MEAUIIMHCKOTO YHUBEPCUTETa

220083 Pecnyonuka benapych, MuHck, np. J13ep:kuHcKoro, a. 83

B 3aBucuMocTH oT Tskectt CAKUT u cTereHn cHUXe-
HUS PUIBTPALIMOHHON (DYHKINM MoYeK [2, 6].

Tak, B CTpyKType TEepMHMHAJIbHON XPOHUYECKOM
OoJie3HU TOYEK y fAeTeil, o JaHHbIM HarmoHaabHOTO
perucrtpa 1o HaOJIOACHUIO 3a COCTOSIHUEM 3II0OPOBbSI
CIHA (NHANES), nuaupytonie TO3ULIMM 3aHU-
MalT MMEHHO HEeIJIOMEpY/ISIpHbIE TIOpaXKeHUsI TIOoueK,
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TaKre KaK OOCTPYKTMBHAsT ypoIaThs, TUCIIIa3us ToYeK,
pedokc-HedponaTusi, TBYCTOPOHHUI TUAPOHE(DPO3,
TTOJTMKUCTO3 TT0YeK, WHGMAPKT MOYKU, IIUCTUHO3 U JIP.
(puc. 1) [7, 8]. 1o nanHbIM peructpoB EBponsl (ESPN/
ERA-EDTA), Poccum u benapycu, nons CAKUT
B OTHOJIOTUYECKON CTPYKType TePMUHAIbHOW CTaguu
XpOHUYECKO O0JIe3HU MOoYeK, TpeOyloleil MmpoBese-
HUS 3aMECTUTEJIbHON TTOYEUHON Teparuu, COCTaBJIsSET
30,4—44,6% [9—11].

Ho TocienHero BPEeMEHM CUYUTAIOCh, YTO 0OJb-
IIMHCTBO TOPOKOB Pa3BUTHUS TMOYEK M MOYEBBIX ITyTEi
CBSI3aHO C BOB3IECHCTBUE pa3MTMYHBIX 5K30- U IHAOTEH-
HBIX (PAaKTOPOB Ha OpraHU3M BO BpeMsl OepeMeHHO-
ctiu. OmHAKO B TMOCJIEIHUE NECATUICTUS YCTAHOBIICHO,
YTO POJIb TEHETHUECKUX (DaKTOPOB BHIXOIUT Ha TEPBOE
MECTO, a MOJIEKYISIPHO-TEHETUIECKNEe METOIBI ITOCTe-
MMEHHO CTAHOBATCS TIPUOPUTETHBIMU B IUATHOCTHKE
CAKUT, ocobeHHO MOHOTEHHBIX (DOPM, YTO ITO3BOJISIET
IMPOTHO3MPOBATh pa3BUTHE U TeueHUe 3aboeBaHus [2].

BBuny ocobGeHHocTelt duszMonaornyeckon amam-
TallMM TOYeK K BHEYTPOOHON XKM3HU B TEUEHHE Iep-
BBIX 2 JIET B BUJE TOBBIIICHUS CKOPOCTU KITYOOYKOBOI
(unbTpannu CcyiecTByeT HeoOXOMMMOCTb Pa3pabOTKu
MePCOHAIBHBIX AJITOPUTMOB BEICHMS AETeil, 0COOEHHO
panHero Bo3pacta ¢ CAKUT, uyTo mMo3BOJIUT coxpa-
HUTh pe3epB KJIETOK He(POHOB, TeM CaMbIM 00eCITeYnB
JUTUTENTBHYIO (DYHKIMIO TIOYeK, HECMOTPST Ha TSKeCThb

3tnonorusa TXIMNH

KuctosHblie 6onesHun/
HacneacTBeHHble/
BPOXAeHHble BoNe3HU noyek

rnomepynoHedpur 33,6

(nepBUYHbIN/BTOPUYHDIN)

UHTepcTuuManbHbi Hedbput/ i
nuenoHedpur

Heonnazuu 1,9
[pyrue yTouHeHHble 60ne3Hu 6,8
HeytoyHeHHble 6onesHnc OMNH 5,1

HewnssecTtHOW aTUONOTUMU 8,9

(22,5/11,1)

Ob30Pbl JINTEPATYPbI

nopoxa [9, 10]. Takum obpa3om, Tiepes MHOTUMU CITEIIH -
aJMcTaMu, KOTOpbIe BEAYT AETeil ¢ TTOPOKAMU Pa3BUTHS
OpraHOB MOYEBOM CHUCTEMbI, CTABATCS CJIOXKHBIE 3a1a4u,
a nmeHHoO: paHHag nnarHoctnka CAKUT, ompenenenue
HauboJjee ITOCTOBEPHBIX MapKEpPOB TPOrpecCHpOBAHUS
XpPOHUYECKOM OO0JIe3HM IOYEeK, paHHee Hayajo ONTH-
MaJIbHOM PEHONPOTEKTUBHOM Teparnuu, BEIOOp BapuaHTa
MOJIEKYJISIPHO-TEHETUYECKOM TUAarHOCTUKY C TTOCITEAYIO-
UM MEANKO-TEeHEeTUYECKUM KOHCYJIBTUPOBAaHUEM, BO3-
MOXHOCTHU XUPYPTUYECKOI0 JIEUEHUSI [TIOPOKOB Pa3BUTHSI
OpraHOB MOUYEBOI CHCTEMbI, OMNpeaejieHue IMOKa3aHUi
W ONTUMAJIBHBIX CPOKOB TIPOBEACHUST JOAMATU3HOM
TpaHCIJIAHTALUU TTOYEK.

OcHoBbI HepporeHesa

PaszBuTtrie TIO4eK TUIOMA UeJOBeKa HaYMHAETCS
B | tpumectpe GepemeHHOocTU. CyIIecTBYIOT 3 cTaauu
pPa3BUTHUSI TIOUEK MJIEKOMMUTAIOIINX: MPpoHedpoc, Me30-
Hedpoc n MetaHedpoc. Ha HavampbHOM 3Tame opmm-
pyIoTcsl TIpoHe(poc 1 Me30HeMPOC, KOTOPbIe HAa OTHOM
M3 2TANOB OpraHOTeHe3a PerpeccCUupyroT, a MeTaHe(hpoc
pa3BMBaeTC B KOHEYHYIO (DYHKIIMOHUPYIOUIYIO TTOYKY
[12—14].

ITpoHedpoc cocToUT U3 MPOCTHIX KaHAIbLEB U (pop-
MupyeTcs B niepBble 3 Hep rectaiiuu. MesoHedpoc ¢dop-
MUpYETCs HETOCPEACTBEHHO KaylajdbHO 4Yepe3 4 Hex
U COCTOUT U3 (UIBTPYIOIIMX EAUHMI] (COCYTUCTOTO

* CAKUT — 25,1%
* HC - 2,6%

* APMb—-2,4%

* cuHapom Anbnopta — 2,1%

* MeAyANAPHbIA KMcTo3 —1,7%
* yucTuHo3 — 0,9%

* AANG- 0,6%

* NepBuYHbIKM oKcanos — 0,3%

* Ty6epo3Hbin cknepos —0,1%

Puc. 1. CTpyKTypa TepMHHAJIBHOIi CTaIuM XpoHHYecKoii moueuHoi HenoctaTouHocT (TXITH) y nereii mo nannsim NHANES [7].
CAKUT — congenital anomalies of the kidney and urinary tract; OIIH — octpas noueunas HeaocraroyHoctb; HC — nedpornye-
ckuii cuaapom; APIIB — ayrocomMHo-penieccMBHAsI MOJIMKUCTO3HAS 00J1e3Hb novek; AJIIIB — ayTocoMHO-IOMHHAHTHAS MOJIMKH-

CTO3HAas 00JIe3Hb MOYEK.

Fig. 1. The structure of End Stage Renal Disease (ESRD) in children according to NHANES data [7].
CAKUT — congenital anomalies of the kidney and urinary tract; APIIb — autosomal recessive polycystic kidney disease; AJITIb —

autosomal dominant polycystic kidney disease.
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KprOS(Z T.C. u coaém. T'eHeTUYECKHE ACTIEKThI PA3BUTHSI BPOXICHHBIX aHOMAIIA TOYEK M MOYEBbIX MyTEit

KJIyOOUKa M CEKPEeTOPHOTro KaHajblia), U MO Mepe Jere-
Hepalu Me3oHedpoca obOpa3yeTcss Me30He(pUIeCKUid
NnpoToK (BoJibhOB), M3 KOTOPOTO B KaydajdbHOM YacTu
dopMHUpyeTCsT BBIPOCT Me30He(PUIECKOIO0 ITIPOTOKa,
WJIX TI0YKa MOYETOYHMKA (MeTaHe(PUTUIYECKUI TUBEP-
TUKYJ), C ONHOBPEMEHHOI 3aKJIafKol MeTaHe(hpOreH-
Hoit TKaHM. [Touka MOYeTOUHMKA BHEAPSIETCS] B OKpYXa-
o1IyI0 MeTaHe(pUUYECKYI0 ME3EHXMMY U TOJBepraeTcsl
pa3BeTBIeHUIO, (OPMUPYST HEPPOHBI U paauaIbHYIO
CTPYKTYpY mouk# [15].

Ilepenaua curHajgoB OT KOHYMKOB BETBSIIEHCS
MOYKHU-MOYETOUHMKA WHIYLMPYET o0pa3oBaHUe
HedpoHa ¢ TpeBpallieHrueM MeTaHe(hpUIeCKO Me3eH-
XUMBbl B TIOYEUHBIN BSMUTENUN (MOYCYHBIN TTy3bIpeK).
B cBowo ouepenb, peuuMmnpokHasi repenada CUTHAJIOB
OT MeTaHe(pPOreHHON TKaHM K JepeBy MOYETOUHUKA
CTUMYJIMPYET panuajbHOEe BETBJEHUE MOYEeK. DTOT MPO-
1IeCC 3aBUCUT OT KOIKCIIPECCUU psila CUTHAJIbHBIX
U TPAHCKPUIILIMOHHBIX (DAaKTOPOB, BKIIIOYAs, HO HE orpa-
HuuuBasicb umu, GDNF (Heitporpoduueckuii (akTop
MIMAJIbHOW KJIETOYHOM JIMHUKM) W €ro POACTBEHHOIO
peuentopHoro Komruiekca, RET/GFRa 1, Osrl, Eyal,
Isl1, Foxcl, Pax2, Pax8, Gata3, Lim1, Gdfl1, Salll, SixI,
BMP4u WT1 [11-15].

Knetku MeraHedpuyeckoit Me3eHXMMbI BBICBOOOX-
aloT HepoTpoduyecknii (pakTop TIMAIbHOTO TPOMC-
xoxaeHus: — GDNF, kotopblii ciayXuT MHIYKTUBHBIM
CUTHAJIOM, WHUIMMPYIOIIUM TTOYKOBAaHWE MOYETOY-
HUKa u3 BoJibhoBa mpoToka. Ha mMosekyasspHOM ypoBHE
GDNF cBsi3bIBaeTcst Ha TOBEPXHOCTH KJIETOK BOJIB(OBBIX
MPOTOKOB CO CBOUM pelienTopoM Tupo3uHKUHa3bl (RET)
U WHAYUMPYET POCT U pa3BETBJIECHUE TMOYKU-MOUYETOY-
Huka. BriociencTBuu KjeTKM TKaHUW MOYETOYHUKA TTPO-
HUKAT B MeTaHe(PUUECKYI0 ME3eHXMMY W TOoJBepra-
IOTCSI CEpUM COOBITUIT TUXOTOMUYECKOTO Pa3BETBIICHUS,
JaloInX Havyato AepeBy Mmouetounuka [16]. GDNF/RET
KOHIIEHTPUPYETCS Ha KOHUYMKAaX TMOYKU-MOYETOUHUKA
W MHIYLMPYeT 3MUTeIMaNbHbIi pocT. B oTCcyTcTBME CUT-
HaJIM3alluM HOBBIE BETBM HE MOTYT oOpaszoBaTbes [17].

‘S

lepeBo MOUYETOUHMKA OOpa3yeT MoYyeuyHble coOupaTesb-
HbIE IPOTOKM, JIOXaHKY U MOYETOUHUKHU (pHUC. 2).
BeTtBiieHre MOYKM-MOUYETOYHMKA HAUMHAETCS C 00pa-
30BaHus T-00pa3HOIi TOYKU, KOTOpasi COCTOUT U3 CTBOJIA
MOYKU-MOYETOYHUKA (CBETJIO-PO30BbIii 1IBET) U KOHUYU-
KOB (TeMHO-cMHMI 11BeT). MeTtaHedpuueckas Me3eH-
XUMa YIUIOTHSIETCS] M OOBOJIAKMBAET KOHYMKM TTOYKM-
MOYETOYHMKA M 00pa3yeT Me3eHXWMaJIbHYIO Iarouky.
Hanbire MetaHedpuyeckass Me3eHXUMa IpeoOpasyercst
B TIOYEYHBIN SMUTEIUN TIPU TOMOIIM CUTHAJIOB JU(D-
(bepeHIIMPOBKM OT TTIOYKM MOYETOYHUKA (CM. puc. 2, a).
TTouka-MoueTOUHUK TMpeoOpasyeTcss W pa3BETBISETCS
MOJ BO3[EHCTBUEM ME3eHXWMaIbHBIX CUTHaANIOB. boib-
IIMHCTBO BETBE 0OpasyloTCs B pe3yJibTaTe CTePeOTHII-
HOTO BETBJIEHMSsI, mpuMepHO B 10—11 LIMKIIOB, BO BpeMs
KOTOPOTo TIOYKa-MOYETOUHUK WHIYLMPYET Mpeodpa3o-
BaHME MeTaHe(PUTUUECKOW ME3eHXWMBbI B TTOYEYHBIN
snuteaui (cMm. puc. 2, 6). [ToyeuHblil my3bIpeKk TTPUHU-
MaeT cHavasia (popmy 3amsiToi, 3aTeM S-o0pa3HOro Tejia
1 B uUTOre 00pa3yeT KiyO0o4yeK, MPOKCHMAaJIbHbIN KaHa-
Jent, metio ['eHJte U nUcTaNbHble KaHaablbl [12, 15, 16].
TouHble MOJEKYISIpHBIE MEXaHWU3MBbI, JieXallue
B ocHoBe MHorux ciaydaeB CAKUT, mo koHIla He u3y-
yeHbl. HemaBHMe pab®oThl MO (PYHKUIMOHAJIBLHOW pOJIN
mukpoPHK (MPHK) mnpennonarator, 4to wu3MeHeH-
Has mnocpenctBom MPHK skcnpeccust reHoB moxeT
BBI3bIBATh HapyllleHWe HedporeHesa, a TakxKe OTBeYaTh
3a (DEHOTUNUYECKYI0 BapuadeJbHOCTh CPEeIu YJIEHOB
CeMbM C aHOMAaJIUSIMU Pa3BUTHSI MOYEBOI CUCTEMBI [18].

Yyactue matpuyHoin PHK B HepporeHese

Matpuunasg PHK npencraBisieT co0oii rpyIiny 3HI0-
reHHbIX Hebospiux Hekomupywommnx PHK, koropsbie
(YHKIIMOHUPYIOT, BbI3bIBasl TOCTTPAHCKPUIIIIMOHHYIO
pernipeccuto cootBeTcTBytOUX MPHK-mumeneii. Ilep-
Boe mpearnojoxeHue o ToMm, uto MPHK umeroT pemnaro-
111ee 3HaUYeHWEe B MOMYJISIIIMSIX CTBOJOBBIX KJIETOK, ObLIO
BBICKA3aHO Ha OCHOBaHMUM HAOJIIOJIeHUs 32 SMOpHOHAMU
MBbIlIe# ¢ HyJieBbIM YpoBHeM (epmeHTa Jlaticep (Dicer),

« 0

Puc. 2. Mopdorene3 BerBiieHuss nmouku-moyerounuka (ITM) [12, 15, 16]. O6bsacHenne

B TEKCTE.

Fig. 2. Morphogenesis of the branching of the ureteral kidney (UR) [12, 15, 16].
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KOTOpBIE TEPSIIOT 3KCIPECCUI0 TPAHCKPUITIIMOHHOTO
dakrtopa Oct-4, y4JacTBYIOIIEr0 B CaMOOOHOBIICHUU
HenndhepeHIMPOBAaHHBIX 3MOPUOHATBHBIX CTBOJIOBBIX
KieTok [19, 20].

J. Ho u coaBt. (2011) [21] moka3zanu, 4TO TIOTEPSI
MPHK B mpenmrectBeHHMKax He@pPOHOB IIpUBOAMIIA
K 3aKjajgke HeIOCTaTOYHOro KoJInuecTBa He(ppoHOB
U OJUTOHEe(POHUN. DTO COINMPOBOXIAIOCH YCUJIEHUEM
aromnTo3a M TOBBIIIEHHON 3KCIpeccueil MpoarnonToTh-
yeckoro Oesika Bim (Ttakxke uszBecTHoro kak Bcl-2L11)
B MpeaiiecTBeHHUKax He(poHOB. Kpome Toro, B pe3yiib-
TaTe WCCIEeNOBaHUS OIpenesieHbl HeckKojbko MPHK
(mmu-miR-10a, mmu-miR-17—5p 1 mmu-miR-106b),
KOTOpBIE  3KCIIPECCUPYIOTCS B MpPeIIIeCTBeHHUKAX
He(dPOHOB U HalleJIeHbl Ha TpaHCKPUTIT Bim.

M. Tabatabaeifar u coant. (2009) [22] BbISIBWIM TpU
MucceHc-myTaruu B rene BMP4 (S91C, T116S, N150K)
y 5 mereit ¢ CAKUT u nokasanu Hanmuue 0ojiee HU3KOTO
ypoBHs1 nHpopmanmonHoit PHK y maumenToB ¢ MyTta-
uussMu B reHe BMP4. JIaHHBII TeH KOAMPYET KOCTHbBIC
MopdoreHHsle Oenku (Bone Morphogenetic Protein,
BMP), xoropbie SBISIOTCSI WieHaAMM CyrepceMeincTBa
(akropos pocra (transforming growth factor-p, TGF-p).
Ilepenaua curHanoB BMP HeoOxomuma 11t HOpMalib-
HOTO TIOYKOBaHUsI MOYETOYHMKA U MHIYKIIMU HedpoHA
BO BpeMsl pa3BUTHUS TIO0YEK, a MyTaliuyu reHa BMP4 cBs-
3aHbI C TUTIOTLIACTUYECKOM NUCTIIa3ueil Mmovek.

Eme omnum spkum mipumepom ydactus MPHK
B HedporeHese CIYXUT TPaHCKPUIIIMOHHBIN (pakTop
Six1, KOoTopbIit HEOOXOAUM TSI UHBAa3UM MeTaHehpuie-
CKOTO IUBEPTUKYJIAa B MeTaHEMPUUECKYID ME3CHXUMY.
Myrtanust B reHe Six] MOXET TPOSIBISITHCS pa3BUTHEM
OpaHXMO0-0TO-peHaIbHOTO cuHApoMa [23]. Six] akTuBK-
pyetr MPHK miR-106b ~ 25, xoTopast akcnipeccupyercst
B TKaHW Da3BUBAIOLIEHCA TOYKMA U Tpu AedekTe reHa
Six1 Hapy1aeTcsl ee akTUBals, YTO TTPUBOJINUT K pa3BU-
TUIO aHOMasnit ouex [18, 21].

Marpuunsie PHK, xoropwsie wmomynupyioT 3kc-
MPECCUI0 TEHOB MOCPEICTBOM IMOCTTPAHCKPUITIIMOHHOM
penpeccun crnienudundecknx 1eneBbix MPHK, crmoco6-
cTBYIOT nudGepeHIIUPOBKE CTBOJOBBIX KIJIETOK, HO HUX
poib B HehporeHese 10 KOHIIa He u3yyeHa. TeMm He MeHee
MHOTME UCCIIeTOBaHMs MoKa3bIBatoT, yTo rorepss MPHK
B TIpeAIlIeCTBEHHUKAX HE(MPOHOB MPUBOAUT K (HOPMHU-
pOBaHUIO pPa3JIMUHBIX TIOPOKOB pa3BUTHUSI mouek |[11,
13, 17—19, 22—24]. TloHuMaHue MEXaHU3MOB, KOTOpPbIC
peryaupyroT oopa3oBaHe He(pOHOB BO BpeMsl pa3BUTHSI
MoYyek, B MEPCIeKTHBE TMO3BOJUT pa3paboTaTh IMPOTO-
KOJIbI BEIEHUST U JISYEHUSI TIallMeHTOB C MPOrpecCrupylo-
MM T€YEHUEM XPOHMYECKOU OO0JIE3HU TOYEK B PE3YJib-
Tare pa3JIUYHBIX aHOMAaJIUil pa3BUTHsI OPraHOB MOYEBOM
CHCTEMBI.

leHbl perynsaTopbl HedporeHesa

Ilpy HopmanbHOM pa3BUTUM TIOYKa OOpasyercs
U3 JBYX KOMITIOHEHTOB 3MOpPHMOHAIbHOTO MeTaHed-
poca: MeTaHedpUUECKOW Me3eHXMMBbI, KOTopas TIOM-

Ob30Pbl JINTEPATYPbI

BepraeTcsl SIMUTEINaIbHON TpaHchopMau ¢ odopaso-
BaHMEM He(MPOHOB, U TOYKH-MOUYETOUYHMKA, KOTOPBI
pa3BeTBIISIETCS C 0Opa3oBaHMEM COOMpPATEIbHBIX TMPO-
TOKOB [25—28]. Ha MonekymsipHOM ypoBHe IipeoOpa-
30BaHME MeTaHe(PpPUUEeCKOl ME3eHXMMbI B SIUTEIUN
HedpoHa TpeOyeT MHOTMX TPAHCKPUMIIMOHHBIX (haK-
topoB, Bkiouas WT1, EYAl, FOXCI, PAX2, PAXS,
GDF11, SALLI1, SIXI, cemeiicTBO caiiTOB MHTerpa-
i MMTV, WNT4, GATA3, RET, BMP46. Btu reHbl
1 KoaupyeMble MMM OeJIKM B3aMMOACHCTBYIOT, oOpa-
3ysl MepapXWyecKyl CeTb C B3aMMHOW WHIYKIIUEH.
Taxk, ycraHoBieHa B3auMHas skcnpeccust WT1 n PAX2
npu auddepeHIMpoBKe MeTaHe(hpaJTbHONW ME3EHXUMBI;
0oJiee TOro, BEIABIIEHO, UTO W11 MOXET ITOIABISITh DKC-
npeccuto PAX2 [1—4, 17, 19, 24].

CyiecTByeT Kak MUHUMYM 20 MOHOTEHHBIX BapyaH-
T0B CAKUT, 4yacTh M3 KOTOPBIX HacJeayeTcs 10 ayTo-
COMHO-IOMMHAHTHOMY THUITY, OOYCJIOBIMBasi BBICOKUI
PUCK TPOSIBJIEHUST 3a00JIeBAaHUST B TIOCJIEIYIOIINUX TTOKO-
JieHusix (cM. Tabiuiy). BonbIIMHCTBO ceMeHbIX Bapu-
antoB CAKUT mnpuxomutcs Ha CHHIPOMBI, OOYCJIOB-
JIeHHbIE MyTalussMu TeHOB PAX2 (OoKyno-peHalbHBII
cuHapom), EYAI (GpaHXMO-0TO-peHaIbHBI CUHIPOM),
HNFIB (xucto3Hast IUCIUIa3usl TTIOYeK U caxapHblil nua-
6eT) [2—4, 17, 19, 24].

HapymieHue skcnpeccuu MyTaHTHBIX TEHOB B OIpe-
NEJICHHBIN TTepro SMOpHUOTEHe3a OTpeeisieT XapaKTep
MopakeHUsl MOYEBOM CUCTEMBI U IPYTUX CUCTEM U Opra-
HoOB. M3BecTHO, uTto reHsl BMP4, EYAI, GATA3, PAX2,
RET, ROBO2, SALL1, SIX1, SIX2 uMeloT BbICOKYIO 3KC-
Mpeccuio Ha paHHEeH cTaauu dMOpUOTeHe3a, KOoraa Mmpo-
WCXOIUT B3aMMOJIEHICTBME MOUYETOYHUKOBOTO 3apOjIblilia
u MeTaHedpabHOI Me3eHXUMBI. [ToaTOMY MyTalus yKa-
3aHHBIX T€HOB BENET K Pa3BUTUIO TPYOBIX BPOXKIEHHBIX
TMTOPOKOB OpPraHOB MOYEBOI cucTeMbl [1].

OnHUM U3 KJTIOYEBBIX T€HOB, OTPEIEISIONINX CTPOe-
HUE KakK TOYKHU B 1IEJIOM, TaK W TJIOMEpYJISIPHOTO arina-
pata, sBisietcst WT1. Kak orMedeHo paHee, HapylleHue
B3aumoneiicrBuit renoB WT1 u PAX2 mipuBoguT K are-
HEe3uW, TUMOTUIa3UM WU OUCTUIA3UU TTIOYEYHON TKaHWU,
Torma Kak Oosiee TIO31HEe HapyllleHue pocTa ITOYKU-
MOYETOYHMKA TPUBOIUT K OOCTPYKTMBHOW YypOIaTHUH,
My3bIPHO-MOYETOUHUKOBOMY pe(IIOKCY, IKTOMTNYECKOM
WY TTIOIKOBOOOPA3HOI MOYKe.

Kpome Ttoro, sxkcnpeccust WT1 BkiouaeT paHHION
WHAYKIMIO ME3EHXUMbI MOYeK U BBIPAOOTKY (PaKTOpoB
pocTa, KOTOpbIE CTUMYJUPYIOT pa3BUTHE MeTaHedpuue-
CKOro 1uBepTrKyJa. B cBoto ouepennb, Bosnelicteue PAX2
n PAXS na meraHedpUUECKYI0 ME3CHXUMY TPUBOIUT
K TpeoOpa3oBaHUIO TIOCTAEAHENH B AMUTENUN HedpoHa.
Hedext reHa WTI xapakrepusyeTcsl TakxkKe pa3BUTHEM
BPOXIEHHOTO HE(POTUYECKOTO CUHIPOMA, COIMPOBOXK-
JAIOIIETOCS pa3IMYHBIMU MATOJIOTUSIMU TOHA (CUHAPOM
®peiizepa, cunapom Jlennca—/dpama). [Tomumo Hedpo-
TUYECKOTO CUHIIPOMa, MyTallMsl TeHa MOXET acCOLIMUPO-
Batbcs ¢ CAKUT B Bume ynmBoeHUsI, TTOOIKOBOOOpa3HOI
MOYKU, MY3bIPHO-MOYETOUHMKOBOTO peduiokca, cre-
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Tabauya. MoHoreHHbie GopMbI H30TMPOBAHHBIX U CMHAPOMATBHBIX BapuaHToB CAKUT
Table. Monogenic forms of isolated and syndromic variants of CAKUT

T'en

Penanbublii henoTHI

DKcTpapeHaIbHbIIi (heHOTHIT

A. AymocomHo-00MUHAHMHbLIL MUN HACAe008AHUS

BMP4
EYAI

GATA3

HNFIB
KALI
PAX2

RET

ROBO2
SALL1
SIX1
SIX2
SIX5

SOX17

TNXB
UPK3A4

WNT4

CHDIL

DSTYK

MUCI
UMOD

l'unormutazust mouek

MyIbTUKHCTO3HAS TI0YKA, [I0Y€YHAsST areHEe3UsI
IMoueunas nucriazus

[MoveuyHas rumoriasus, eAMHCTBEHHAs IIOYKa, MO/~
KOBOOOpa3Hasi movyka

[MouyeuyHas areHe3ust

ITy3bIpHO-MOYETOUHUKOBBIN pedJIIoKe, MoYyeuyHast
TUTIOTIa3HST

IMoueuHas areHe3ust

[Ty3b1pHO-MOYETOUHUKOBBIN PeITIOKC, CTEHO3 Ype-
TEPOBE3UKATBLHOTO COYCThS

[NoueuyHas rumnoriasusi/areHe3ust

[Ty3bIpHO-MOYETOUHUKOBBIN pedUIIOKC, TTOYeUHast
TUTIOTLIA3US

IMoyeuHas runoriasus

[Ty3bIpHO-MOYETOYHUKOBBIN pedIIOKC, TTOYeUHast
TUTIOTLIA3US

ITy3BIPHO-MOUYETOUHHUKOBBIN PedIIIOKC, CTEHO3 TTHe-
JIOypeTePaIbHOTO COYCThSI

[Ty3pIpHO-MOUYETOUHUKOBBIN pedtoKe

[MouyeuHas anaasusi U TUMOAUCILIA3US
[MouyeyHas runonucruIa3ust
[Moueunas TUIoaucIuIasus, Imy3bIpHO-MOYETOYHUKO-

BBIi1 peIIIoKC, CTEHO3 MUEI0ypPeTePabHOTO COYCThS

IToyeuyHast TMMOMUCIIIA3KsI, CTEHO3 MHEI0yPeTePaTb-
HOTO COYCTBS

MenynnspHast KUCTO3Hast 00JIe3Hb 1-To Tuma

MenynasipHast KUCTO3Hast 00JIe3Hb 2-TO TUIIA

B. AymocomHo-peyeccusHuiil xapaKmep HAcAe008aHUS

ACE

AGT

AGTRI

REN
FGF20

TRAPI

FRASI

FREM?2

OtcyTcTBYE UM HeToHas nuddepeH1mpoBKa
MPOKCUMAJIbHBIX KaHAJIbIICB

OtcyTcTBYE WM HEeToaHast iuddepeHImpoBKa
MPOKCUMAJIbHBIX KaHAJIbIICB

OtcyTcTBUE WK HenoyiHas nuddepeHInpoBKa
MPOKCUMAJTbHBIX KAaHAJIBLIEB

OtcyTcTBUE WM HeToHast nuddepeHInpoBKa
MPOKCUMAJIbHBIX KAHAJIbILIEB

JIByCTOPOHHSISI areHe3UsI TTIOYeK

[Ty3bIpHO-MOYETOUHUKOBBIN PeITIOKC, TIOYeUHAsT
areHesust

IMoyeuHas areHe3ust

[MoueuHas areHe3ust

Paciiernienue Heba, MUKpOdTaTbMUS
Tyroyxoctb, TOPOKM Pa3BUTUSI yXa, KUCTHI IIIEH

l'umotrpeos, MOpoKu pa3BUTHUS cepara, MUMMyHoaedDu-
LIUT, TYTOYXOCTh

CaxapHblil TMabeT, TUIIePYpPUKEMUsl, TUIIOMarHUeMusl,
MOBBIIIEHNE aKTUBHOCTH (PEPMEHTOB MEUECHHU

MUKpPOIIEHUC, TBYCTOPOHHUI KPUIITOPXU3M, AaHOCMUS
Kos060Ma 3puTeIbHOTO HEPBA, TYTOYXOCTh
MHoXeCTBeHHAs SHIOKPUHOIATHSI, MEIYJUISIpHAs

KapuuHoMa IIIMTOBUIHON KEJIE3bI, (I)GOXPOMOIII/ITOMB.,
CUHIPOM L[eHTpaJ'[bHOfI TUITIOBEHTUJIAIN

AHOMaIuM Iulia, yiei, anyca

TyroyxocTtb, maTogorus yiiei, KucThl 1en

TyroyxocTb, MaTog0orus yiiei, KUCThI 1Ien

I'MnepmMoOUIBLHOCTD CYyCTaBOB
[Mnockoe 1110, TMIEBbIE AHOMATUU

Jucrnnasvs HAAMOYeYHUKOB, JIETKUX, TTOPOKHU TIOJIOBOTO
pa3BuUTHSI, HapyleHre hOPMUPOBAHUS TT0JIa

Dnuiericus

l'unepypuxkemust

Jlerounas TUIIOIIa3usd, aHOMaJIMK Yeperia

Jlerounas TUITOILJIa3us, aHOMaJIMK 4Yepelia

Jlerounast TUIIOIIa3uA, aHOMaJIMK 4Y€peIia

Jlerounas TUIIOILJIA3UsI, aHOMAJIMU YepeIia

VACTERL-accormanmst
3agepkKa MCUXUIECKOTO Pa3BUTHSL, KpUNTODTAIIBM,
aHOMAJIUM yXa, ropja U Hoca, CUHIAKTUIIUS

3aepKKa MCUXMYECKOro Pa3BUTHsI, KpUITOMTATIbM,
aHOMAaJIMK yXa, TopJia ¥ HOCA, CUHIAK TS
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HO3a JIOXaHOYHO-MOYE€TOYHUKOBOTO Tepexoia 1 aHOMa-
JIMit yporeHuTanabHoro cunyca. 'en WT1 koHTponupyeT
MOJIIPHOCTD MOJIOLIUTOB, CTPYKTYPY LIMTOCKEJIeTa 1 a[ire-
3110 MOJOLIMTOB K KJIETOYHOMY MaTpukKcy [5, 26].

3amnporpaMMUpoBaHHas TMOEb KJIETOK UTPAET CyIlie-
CTBEHHYIO POJIb B Pa3BUTUU U TMOJIEP>KaHUU TKAHEBOTO
romMeocTasa. AIOITO3 — OAWH U3 TUITOB 3alporpaMMu-
POBaHHOI KJIETOYHOW TuOeNIu, KOTOpPbIi B OCHOBHOM
perympyeTcsi CeMelCTBOM IMCTeMHUIacTiapTaTCIiely-
(uuHbIx npoTenHas (kacnasz). MUTOXOHAPUM UTPAIOT
LIEHTPAJIbHYIO POJIb B PETYJISIIIMM BHYTPEHHETrO TyTH
aromnTo3a, KOTOPBI OIpeaensieTcss TJIaBHBIM 00pa3oM
oenkamu cemeiictea BCL-2 [29, 30]. benku cemeiicTBa
BCL2 — ¢akTop BbIXKMBaHUs, 3aliuinanT auddepeH-
LIUpPYIOIIMECS KJIETKW OT amornro3a. Dxkcnpeccust BCL-2
Takke OOHapyXUBaeTCs B MeTaHe(paIbHONU ME3eHXUME,
KOrJa MOoJBepraeTcsl SMUTEIUMaIbHOMY Tepexony. Takum
obpazoM, akcripeccusi reHoB WT1, PAX2/§ w BCL2 —
HamboJiee BaxKHBIN TMPOIleCC B HOPMaJbHOM Hedpore-
He3e, BKJIO4Yasi MopdoreHe3 BeTBiieHUsI U nuddepeH-
upoBKy HedpoHoB [31]. Kpome Toro, HemaBHO myTeM
CEKBEHMPOBAHMST BCErO 3K30Ma BbISIBJIEHbI TTATOT€HHbIC
MyTallUM C ayTOCOMHO-PEIECCUBHBIM TUIIOM HacCJeI0-
BaHusl B 9 u3BecTHbIX reHax ZBTB24, WFSI1, HPSE2,
ATRX, ASPH, AGXT, AQP2, CTNS n PKHD1, xotopsle,
KaK paHee CUMTaloCh, HE ObLIM BOBJIEYEHBI B Pa3BUTHE
aHOMAaJIMII MOYEBOM CUCTEMEI 1 TTouek [32].

ITpu nruckoopaMHALIMKM KCIIpeccun (PyHKIIMOHAIBHO
BaXXHBIX TE€HOB B TMpeNIIeCTBEHHUKAaX He(ppPOHOB BO3-
HUKaeT aHoMajibHasi MeTaHedpuueckass audbepeH-
LIMPOBKA — JMCIIAa3usl TO4YeyHOol TkKaHu. Jucruiaszmsi
MOYEK MOXET COYETaThCsS C aHOMAJUSIMM COOMpaTesb-
HO# CUCTEMBI, BKJIIOYasi OOCTPYKIIMIO JJOXaHOYHO-MOYEe-
TOYHMKOBOTO COEIMHEHUsI, aTpPe3ui0 MOYETOUYHUKA,
OOCTPYKIIMIO YpeTpbl U  Iy3bIPHO-MOYETOYHUKOBBIN
pedumoke [2].

MOHEKyﬂHpHO-FEHETVI"IeCKVIe MeTOoAbl ANAarHOCTUKU

JlocTkeHUs B 00J1aCTU KIIMHUYECKOM 1 MOJIEKYJISIp-
HOI MWAarHOCTUKM YJIyYIIWJIW Halle TMOHWMaHUe TeHe-
TUYECKU TETePOTeHHBIX MPWYMH, JIEXAlIuX B OCHOBE
BPOXIEHHBIX aHOMAaJWii TI0OYeK W MOYEBBIX MYyTe.
B HacTosiiee BpeMmsT 3HAHWST O TOM, KaK KJIETKU TUD-
(bepeHIMPYIOTCS W KOHTPOJUPYIOTCST TIPU  Pa3BUTUU
TKaHel YelloBeKa M B OTBET Ha HapylIeHUe MPOLEeCCOB
SMOpHUOreHe3a, MPenoCTaBIsSIIOT BO3MOXHOCTb HCIOJb-
30BaTh KPYIMHOMACIITaOHYIO (PYHKIIMOHABHYIO TeHe-
TUKY JIJIST aHalli3a TIPUBEPKEHHOCTH JIMHUU TTPOUCXOXK-
nenust 1 Mmopgorenesa [33]. U3BectHo 60see 300 reHOB,
KOTOpBIE CBSI3aHBI C pPa3BUTHEM 3a00JieBAaHUN IMOYEK
y IeTeil, YMC/I0 KOTOPBIX HEYKJIOHHO yBeJnunBaetcs [34].

OCHOBHOI HEIOCTATOK 3K30MHOTIO CEKBEHHMPOBA-
HUS — JUIMHHBIA CITUCOK TTOTEHIIMATbHO <«BPEIHBIX»
BapMaHTOB TIOCJe TepBOHAYAIbHOW  (DUIbTpAIIUH.
910 ocobas nmpodiaema npu CAKUT, npu kotopom 25
n3 39 nepsuuHbix reHoB CAKUT u 61 u3 135 cunapom-
HbeIX TeHOB ¢ ¢akynbTaTuBHbIM CAKUT Hacnemyrorcst

Ob30Pbl JINTEPATYPbI

ayTOCOMHO-IOMUHAHTHO. DTO TpeOyeT pacCMOTPEHUS
TeTepPO3UTOTHBIX BAapUAHTOB, KOTOPBIE BCTPEYAIOTCS
B pe3yibTaTaX 3K30MHOTO CEKBEHUPOBAHWSI TOPa3ao
yaile, 4YeM OuWajjiesibHble peleCcCUBHBIE BapUaHTHI.
S. Seltzsam u coaBT. [35] peKOMEHIYIOT CUCTeMaTude-
CKHM MMPUMEHSTH 00paTHOE (DEHOTUITUPOBAHNE K CEMbSIM
¢ CAKUT. 3rto mpomecc, Ipu KOTOPOM ITallMEHTHI
C aHOMAaJIUSIMU PAa3BUTUSI MOUYEBOI CUCTEMBI U WJICHBI
WX ceMeil TTOBTOPHO OLIEHMBAIOTCST TTOCJE TPOBEICHUS
MOJIEKYISIPHO-TEHETUIECKOTO MCCIIEIOBaHUS C LIETbIo
pazaeneHus MIACHTUOUUMPOBAHHBIX  T€HETUYECKUX
BapMaHTOB W paHee HEePaCIO3HAHHBIX KIWHUYECKUX
MPOSIBJICHUIA; TIPOLIECC TTOMOTAET MOBBICUTH TMATHOCTH -
YecKylo 3(P(OeKTUBHOCTb MOJEKYISIPHO-TEHETUIECKOM
JMUaTHOCTUKM.

B perpocnektuBHOM wmcciaegoBannu Sho Ishiwa
u coasT. (2019) [36] moka3aHO, 4TO MPOBEAEHNE MOJIEKY-
JIIPHO-TEHETMYECKOTO MCCETOBAHUS Y KaXKIOTO Tallki-
eHTa ¢ CAKUT Heuenecoodpa3Ho, MMOCKOIBKY MPU TTPO-
BeIeHUM TeHHOTro aHajiM3a MyTalus ObLta oOHapy:KeHa
TOJBKO y 14 13 66 MallMeHTOB, YTO TPUMEPHO COCTABJISIET
20%. Hy>kHO OTMETUTH, YTO y TIALIMEHTOB C IBYCTOPOH-
HUM TIOpakeHMeM TIOYeK YacTOTa BBISIBJICHUSI TeHHOM
MYTalLlMU BBIIIE, UeM B CIyJassX ¢ OOCTPYKIMEH HUKHUX
MOYEBBIBOISIIINX ITyTEH.

MNapagurmbl BegeHns naumeHtToB ¢ CAKUT

JleyeHue neTeit ¢ aHOMAJIMSIMU DPa3BUTHUS TTOYEK
1 MOUEBBIX MyTEI OCYIIECTBIISIETCS B paMKaX MYJIbTUINC-
LIUTUTMHAPHOTO TIOAXOAa C WHIWBHMIYATbHBIM TUIAHOM
BeJCHUS Y TTIOCTOSTHHBIM MOHUTOPWHTOM TTPOTPECCUPYIO-
el XPOHUYECKOI TTOYeTHON HEMOCTAaTOUYHOCTH. PaHHSIs
OlIEHKA MPOTHOCTUYECKUX OMOMAapKepOB TOBPEKIACHUS
MOYeK TMO3BOJIIET TECHO KOOPAWHUPOBATh XUPYpPrUde-
CKOE M TeparneBTUYEeCKOe BeIEHHUE C LIETbI0 COXpaHEeHUS
(GYHKIIMU TTOYeK Ha MaKCUMaJIbHO BO3MOMKHBIN MTpOMe-
JKYTOK BpeMeHu [37].

BaxkHBIM ~ HEOJAroNmpUITHBIM  TIPOTHOCTHYECKUM
MmokasatejeM TpOTPecCUPOBaHUSA  TTOYEYHOM  HElo-
CTATOYHOCTU Y JeTeil paHHEero Bo3pacTa ClyXaT Tpe-
XIeBpeMeHHBbIe ponbl g0 36 Hem rectauuu. Ilocien-
Hee TIOATBEPXKIAET BAXHYIO pOJb BHYTPUYTPOOHOTO
HedporeHe3a, MpPH HAPYIIEHUU KOTOPOTO BO3HUKAET
MOBBIIIEHHBIN PUCK CHUKEHUSI KOJWYeCTBa He(MpPOHOB
B pe3yjbTaTe TpeHATaJbHBIX W TTOCTHATAIBHBIX, TeHe-
TUUYECKUX U IMUTEHETUYECKUX PUCKOB, KOTOpbIE OYIyT
BJIMSITH Ha MAlIMEHTa B TeYeHME Beell skn3Hu [38].

IMpoBenenue VIBTPa3ByKOBOTO HCCIIeIOBaHUS
Ha TOPOIOBOM M MOCJAEPOIOBOM dTarie MO3BOJISIET TIPe-
MOJIOXUTH AHOMAJTUM Pa3BUTHSI MOYEBOI CUCTEMBI U pa3-
paboTaTh HABHENIIYIO CTpaTeTHio BeleHUsT pebeHKa.
Hampumep, IBYCTOPOHHSISI —TUCIIIA3WST  TTApEHXUMBI
MOYeK, BEPOSITHO, OYyIET MMarHOCTUPOBaHa paHbIIle, YeM
OIHOCTOPOHHSS TWCIUIAa3usi, OCOOEHHO TPHU HAJTUYUU
MajnoBoaus. [Tpu yIbTpa3ByKOBOM HCCIEIOBAHUY ITOYEK
OOBIYHO BBISIBJISIIOTCS TTOBBIIIICHHAS 9XOTEHHOCTD TTapeH-
XUMBI B pe3yJIbTaTe TUCTIIA3UU TIOYETHON TKAHM, TUTOXasT
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KopTuKomenysuisipHasi auddepeHIIMpoBKa 1, BO3MOXHO,
HaJIMYMe MmapeHXUMaTo3HbIX KUCT [36, 37]. KpomMe Toro,
BO3MOXKHbBI COMYTCTBYIOIIIME HAXOAKH, BKIIIOUAKOIINE
aHOMaJIMM Pa3BUTHS JIOXaHOK M yYallleyek (Harpumep,
BPOXIEHHBII TUApOHEe(DPO3), MOYETOUHUKOB (HAIpPU-
Mep, JAyOonupyrouIdii  Meraypetep — coOupaTenbHOM
CHCTEMBI, CTEHO3 MOYETOUHNKA U TTy3bIPHO-MOYETOYHM -
KOBBI peuItoKc).

B nepuon HOBOPOXIEHHOCTH CTOUT oOpaliaTh BHU-
MaHMe Ha TaKue KJIMHWYECKHUE TPOSIBIICHUSI, KaK pelu-
IUBUpYIOIIass MHOEKIUS MOYEBBIX TyTei, remMaTypus,
JIMxopanka u 00JM B KMBOTE; TIPU UX OOHAPYKEHUM Clie-
nyet mpoBoauTh cCKpuHUHT Ha Hanmure CAKUT [38, 39].

OCHOBHBIM MPOTHOCTMYECKHUM TTOKa3aTeieM CHMXe-
HUS (DYHKIIMY TTIOYEK CIIY>KUT YPOBEHb KpeaTWUHMHA ChIBO-
potku KpoBu. KoHIleHTpalus KpeaTUHMHA B CHIBOPOTKE
KpPOBU TIpY POXICHWM aHaJOTMYHA TaKOBOW y marepu
(06bryHO <1,0 Mr/mn win 88 MKMOJIb/J). YpOBeHb Kpea-
TUHWHA CHUXKAETCS 10 HOPMBI (KpEaTUHUH B CHIBOPOTKE
kpoBu ot 0,3 1o 0,5 mr/mn umm 27—44 MKMOJb/1T) TIpU-
MepHO uepe3 | Hell y TOHOIIEHHBIX AeTei 1 oT 2 10 3 Hen
Y HEIOHOUIEHHBIX. YPOBEHb KpeaTUMHWHA B CHIBOPOTKE
KpPOBU CJieNyeT M3MepsATh Tociie TEepBbIX 24 4, 4TOObI
UCKJTIOYUTD OTpaXkeHMe Mmokasaresieil KpeaTHHUHA MaTepu.

B uccnenosanuu P. Parvex (2014) [40] y 28 HOBO-
POXKIEHHBIX MAIMEHTOB C AHOMAJIMSIMU Pa3BUTUSI MOYE-
BOI CHCTEMBbI OBV TIPOBEAEHBI TOBTOPHBIE U3MEPEHUS
uuctatuHa C (CysC) m KpeaTMHMHA B TeUeHHUE 2 JieT
C 1IeJbI0 OLIEHKM (PYHKIMU TMoyveK. bbuio BBISIBIEHO,
yto CysC B mynoBUHHOM KpoBU >3,0 MT/J1 CAYKUT NTPOT -
HOCTMYECKUM TOKa3aTeJeM paHHero Iporpeccupona-
HUSI TTOYEYHON HETOCTATOYHOCTHU TIPU TSIKEJOM JIBY-
cropoHHeM CAKUT, MUHUMaNbHBIN YPOBEHb KpeaTH-
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OPUINHAJIbBHbBIE CTATbU

KimHuko-1a00paTopHas XapakTepucTHKA HOBOPOXKIEHHBIX OT MaTepeii ¢ reCTaliOHHBIM
caxapHbiM AuadeTom, nepeHecumx COVID-19 Bo Bpemsi 6epeMeHHOCTH

C.B. bvukosa, I'.b. Manveuna, I H. Yucmsaxosa, I.B. Hxopnosa, E.I. lepabuna, M. M. Jlvskosa,
H.U. Hazaposa, I' X. A2ybo6a

DrBY «Ypanbckuii Hay4HO-UCCIe[0BaTENbCKNI MHCTUTYT OXpaHbl MaTEPUHCTBA U MiafaeH4YecTBa» MuHagpasa Poccun,
ExaTepuHbypr, Poccus

Clinical and laboratory characteristics of newborns from mothers with gestational diabetes
mellitus and COVID-19 during pregnancy

S.V. Bychkova, G.B. Malgina, G.N. Chistyakova, G.V. Yakornova, E.G. Deryabina, M.M. Dyakova,
N.I. Nazarova, G.H. Yagubova

Ural Scientific Research Institute of Maternity and Child Care, Yekaterinburg, Russia

JlaHHbIe 0 TeueHHH OepeMEeHHOCTH, 0CI0KHEHHOI nHpumpoBanueM BUpycoM SARS-CoV-2, cocTOSIHIM 11012 M HOBOPOXKIEHHOTO
NPeCTABJIAIOT 0OJIbIIOI HHTEPEC IIsi HEOHATOJIOTOB U NEAUATPOB.

Heab uccnenoBanusi. OueHKa KJIMHUKO-JA00PATOPHBIX OCOOEHHOCTE TeYeHHs] PAHHEr0 HEOHATAJIBLHOIO MEePUOJA U OTIEJbHBIX
noKa3saTeJieil 3710pOBbsi B MJIA/IEHYECKOM BO3PACTE Y IOHOUIEHHBIX HOBOPOXKIEHHBIX OT MaTepeii ¢ reCTAIMOHHBIM CAXAPHBIM 1Ha-
oetom, nepenecumx COVID-19 Bo Bpemsi 6epeMeHHOCTH.

Marepuasibi 1 MeTobl. JIBe rpynibl JOHOMIEHHBIX HOBOPOXK/IEHHBIX, DePeMEHHOCTb MaTepeil KOTOPBIX OCJI0KHUIACH FeCTAIMOHHBIM
caxapHbIM AMa0eTOM, CPABHHMBAJIM B NMOJ00pPaHHBIX mapax (Kaxmaas rpynna Bkmodana 80 mamuentos). B 1-ii rpynne y matepeii
BO Bpemsi 6epemeHHocTH AuarHoctuposasun COVID-19, Bo 2-ii rpynne y matepeit COVID-19 ne HaGmoaaincsa. B Bospacre 9 mec
JKU3HM JieTeil ObLT MPOBeJeH aHAIM3 aMOYJIATOPHBIX KaPT W NMPOBE/IEH AHKETHPOBAHHBI ompoc matepeii. Vcnoab30Banbl MeTo-
JIMKH ¢00pa U 00padoTKN HHGOPMALMHE C HCIOJIb30BAHMEM NMAKETA NMPUKJIATHBIX KOMIbIOTEPHBIX nporpamm Microsoft Excel 2016
st Windows 7, IBM SPSS Statistics v22.

Pesyabrarbl. Uadrekmus COVID-19 Bo Bpemsi 0epeMEHHOCTH aCCONMMPYETCS ¢ 00JIbIIeii YaCTOTOM JbIXaTeJbHBIX U HEBPOJIOTHYE-
CKHMX HAPYIIEHHii Y HOBOPOXKIIEHHOTO, C IPOOIEMaMH 3HTEPAIBLHOTO KopmiieHus. B nepudepnyeckoii KpoBH HOBOPOKIEHHBIX MOKA-
3aTeJ YKJIAAbIBAJIMCH B peesibl pedepeHCHbIX 3HAYEHHMIA, HO 0TMEYAJIOCh CHIZKEHHE YPOBHSI JIEHKOUMTOB, TPOMOOIMTOB H MOBbI-
menne PpPaKuMu cerMeHTosIepHbIX HeiiTpoduioB. B Bo3pacte 9 mec y aeteii 1-ii rpynmbl Macca Tesia M OKPYKHOCTb T'0JIOBbI ObLIH
0oJbIle, OTMeYeHa 0oJiee BLICOKASI XPOHUYECKAs 3200J1€BAeMOCTh, B CBS3H C 4eM J€TH COCTOSIM HA TUCIAHCEPHOM y4eTe Y HEBPO-
JIora, KapAnoJiora i SHI0KPHUHOJIOTA.

BoiBoabl. BoisiBieHbl KJIMHUYECKHE M JIA00PATOPHBIE 0COOEHHOCTH PAHHEl HEOHATAJILHOI aJanTaluu JeTeil OT MaTepeii ¢ recta-
IMOHHBIM caxaphubiM auaderom u COVID-19 Bo Bpemsi OepemennocTi. He noka3zano GoJiee TsKelloe TeueHHe TUADETHYECKOI
(heronatum y nereii ot xkeHmuH, nepenecumx COVID-19 Bo Bpems 6epemenHocTu. boJiee BbicoKasi XpoHHYecKast 320071€BaeMOCTb
B MJIaJIeHYeCKOM BO3pacTe TpedyeT JajbHeilero u3yyeHus.

Karoueguvte caosa: nHosopocoennuie, Hoeas kopornagupycrasn ungpexyus COVID- 19, ucxoos: 6epemennocmu, 2ecmayuoHHbLi CaxapHblil
duabem, paHHUil HEOHAMAAbHYLLL NEPUOO.

Ansa untuposaums: boiykoBa C.B., ManbruHa I.b., Yuctakosa [.H., SikopHosa I.B., HepsibuHa E.l., [ebsikoBa M.M., HasapoBa H.U.,
Sry6osa I X. KnuHuko-nabopaTtopHasi XapakTepucTika HOBOPOXAEHHbIX OT MaTeperi ¢ reCTauMoHHbIM caxapHbiM AnabeToM, nepeHecLunx
COVID-19 Bo Bpemsi 6epemeHHoCcTU. Poc BecTH nepuHaton n neanatrp 2023; 68:(6): 24-30. DOI: 10.21508/1027-4065-2023-68-6-24-30

Data on the course of pregnancy complicated by SARS-CoV-2 infection, and the condition of the fetus and newborn are of great interest
to neonatologists and pediatricians.

Purpose. The study aimed at evaluating the clinical and laboratory features of the early neonatal period and individual health indica-
tors in infancy in full-term newborns from mothers with gestational diabetes mellitus and COVID-19 during pregnancy.

Materials and Methods. Two groups of full-term newborns whose mothers’ pregnancy was complicated by gestational diabetes mel-
litus were compared in matched pairs (each group included 80 patients). In the first group of newborns, COVID-19 was diagnosed
in mothers during pregnancy, in the second group, COVID-19 was not observed in mothers. At the age of 9 months, an analysis
of outpatient medical records was carried out and a questionnaire survey of mothers was conducted. The methods of collecting and
processing information using the Microsoft Excel 2016 software package for Windows 7, IBM SPSS Statistics v22 were used.
Results. COVID-19 infection during pregnancy is associated with a higher frequency of respiratory and neurological disorders
in the newborn, and with problems of enteral feeding. In the peripheral blood, the indices fell within the limits of reference values,
but there was a decrease in leukocytes, platelets and an increase in the fraction of segmented neutrophils. At the age of 9 months,
the children of the main group had a larger body weight and head circumference, a higher incidence of chronic morbidity was noted,
and the children were registered with a neurologist, cardiologist and endocrinologist.

Conclusions. Clinical and laboratory features of early neonatal adaptation of children from mothers with gestational diabetes mellitus
and COVID-19 during pregnancy were revealed. A more severe course of diabetic fetopathy has not been proven in children from
women who suffered COVID-19 during pregnancy. The higher incidence of chronic morbidity in infancy requires further study.

Key words: newborns, COVID- 19, pregnancy outcome, gestational diabetes mellitus, early neonatal period.

For citation: Bychkova S.V., Malgina G.B., Chistyakova G.N., Yakornova G.V., Deryabina E.G., Dyakova M.M., Nazarova N.l., Yagubova
G.H. Clinical and laboratory characteristics of newborns from mothers with gestational diabetes mellitus and COVID-19 during pregnancy.
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Bourosa C.B. u coaem. KInMHUKO-1a60paTOpHask XapaKTepUCTHKA HOBOPOXIEHHBIX OT MATEPENl C TeCTALMOHHBIM CaXapHBIM IHA0ETOM. ..

HOBaH kopoHaBupycHasi uHbpekuus (COVID-19)
paclieHMBaeTCsl KaK upe3BblYaliHas CUTYalMst
MMPOBOTO MaciuTaba, TpudeM OIMaCHOCTb MPEACTABIISIOT
Kak camMa WHGEKIUs, TaK W ee OTIaJeHHbIE TOCIe/-
ctBusi. Oco0Oro BHMMaHUsS 3aciy’KMBaeT MCCJIeI0Ba-
HUE TEYEHUS U WCXOMOB OEPEeMEHHOCTH Y XKEHIIWH,
nepeHecinx COVID-19 [1]. Tak, Gonblioii HayIHbIN
WHTepeC TPEACTABISIOT HAONIONEHUSI, OMUCHIBAIOIINE
cBsa3b Bupyca SARS-CoV-2 n HapyleHus yIieBOIHOTO
obOMeHa y OepeMeHHBbIX >KeHIIMH. Bce wmccnemosarenu
CXOISTCS BO MHEHWUM, YTO C HAyajJoM TaHIEMUU YBe-
JIMYMJIACh YacTOoTa HapyIIeHWH YIIeBOTHOTO OOMeHa,
B TOM YMCJIe TeCTallMOHHOIO caxapHoro auabera [2, 3].
ITo nannbiM E.L. Mirsky u coaBt. [4], Bo BpeMs TlaHzie-
mun COVID-19 rectaulMOHHBIN caxapHbIii 1Ua0eT ObLI
IUarHOCTUpoBaH y 12,2% TalMeHTOK 1O CpaBHEHUIO
¢ 9,9% mnauuentok mo mangemuu COVID-19 (p<001).
N. Auger 1 coaBT. [5] TakXe OTMEYaroT, YTO YUCIIO CIIy-
YyaeB recTallMOHHOTO caxapHOTo auabera ObLIO OoJbIle
Bo BpeMms miepBoii (13,2 Ha 100 ponoB) u Bropoit (14,3
Ha 100 pomoB) BOJIH MaHIEMUU, YeM B IEPUOJ 10 Hee
(12,4 Ha 100 ponoB). Puck pa3BuTHSI recTallMOHHOTO
caxapHoOro nuabeTa yBEJIMYMJICST KaK BO BpeMs TepBOIA
(otHOcuTenbHBIN puck — OP 1,05; 95% noseputesb-
et uHTepBan — JAM 1,02—1,09), Tak 1 BO BpeMs BTO-
poii BostH (OP 1,14; 95% AW 1,10—1,18) o cpaBHEHUIO
C IIEPUOJOM JI0 MTaHaeMuH [5].

B wu3yyeHHBIX paboTax HET eIWHOTO MHEHUS
00 OCHOBHBIX TPUYMHAX YBEJIWYEHUS YaCTOThI pa3BU-
THS TeCTAlIMOHHOTO caxapHOTo nuabeTa BO BpeMs MaH-
neMu. OTHM aBTOPBI CUMTAIOT, YTO MPUIMHONW MOXKET
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CIIYXXWUTh HEMOCPEICTBEHHO BUPYC, TaK KaK MOKa3aHOo,
yto SARS-CoV-2 MoxeT oka3bIBaTh MPSIMOE M KOCBEH-
HOe BIWSTHUE Ha (DYHKIUIO B-KIETOK TOMKETYIOUHOMN
JKeJe3bl U YYBCTBUTEIBLHOCTh K WHCYJIMHY. [Ipu 3TOM
pmusinHue COVID-19 cBs3aHO Kak ¢ ocTpoil MH(peK-
Mel, Tak 1 ¢ ee JiedeHWeM (Hampumep, TITIOKOKOPTHU-
KOUJaMM), ayTOMMMYHHBIMM pPeaKIUsIMU, TIEPCUCTEH-
el BUpyca BO MHOTMX OpraHax, BKIIOYasi XMPOBYIO
TKaHb, AUCOYHKIMEH SHIOTENUS M BocmajeHueMm [6].
Hpyrue vcciaenoBaTeIv J0Ka3aln, YTO MallueHThI, UMEB-
IIMe HapylIeHUWs YIJIeBOIHOro oOMeHa, 0ojiee CKIIOHHBI
K nadekaun SARS-CoV-2 u game 6oneror COVID-19
[7, 8]. YcraHoBIEeHO, 4TO y KEHIIUH, OEpEeMEHHOCTHb
KOTOPBIX OCJIOXKHUJIACh TeCTAIMOHHBIM CaXapHbIM Iua-
oetoM, puck 3adoneBanusi COVID-19 yBemmuumics
Ha 19%. Y XeHIIMH C TIperecTallMOHHBIM CaXapHBIM
mrabetoM puck 3aboneBaHmss COVID-19 Oblm moutn
B 2 pasa BbIllle, a Y XKeHIIUH ¢ N30bITOYHOI Maccoil Tesia
WA OXHWpeHWeM puck yseamuuBaica Ha 20%. Puck
3abosieBaHusi COVID-19 y XeHIIMH ¢ TecTallMOHHBIM
caxapHbIM AMabeToM, TOJyYaBIIMX WHCYJIWH, 3HAYM-
tenbHO yBenmumBancs (OP 1,79; 95% AW 1,06—3,01),
HE3aBHUCUMO OT TOTO, UMEJM OHW HOPMAaJIbHBIM MHIEKC
Macchl Tejla WK U30bITouHyto Macey Tena [7, 8]. Tperbe
aJTbTepHATUBHOE MHEHUE 3aKII0YaeTCsl B TOM, UTO YBe-
JIMYEHWE YacTOThI Pa3BUTHSI TMIEPTIIMKEMUU BO BpeMst
OepeMEHHOCTH MOTIJIO OBITh BBI3BAHO BO3AECTBUEM
He BUpYCa, a BpeIHBIX JKU3HEHHBIX CTPECCOPOB BO BpeMsI
MMaHIeMUHU, KOTOpBIe TIpeipacrojiaraii K Hapyle-
HUSIM MeTaboIM3Ma TITIOKO3bI Y XKeHIWH. bepeMeHHbIe
BO BpeMs TIAaHAEMUM WCTBITBIBAIN TOBBIIIEHHBINA YpO-
BeHb TpeBOTU. [IpOCTIEeKTUBHBIE WCCIIEIOBaHUS ITOKa-
3aJIM, YTO Y KEHIIWH, TIEPEHECIITNX N30S0 Ha TTO3/-
HUX CpoKax OepeMeHHOCTH, HaOJIoJaauCh NPU3HAKKA
MeTaboJMIeCKUX HapyIIeHW I, BKITIoYast 60iee BHICOKUIA
YPOBEHb TJTIOKO3bI B KPOBU U O0Jiee HU3KKE, YeM B KOH-
TPOJILHO TPYIIIe, YPOBHM XOJIECTEPUHA JIMTIOTIPOTEUIOB
BBICOKOM TIJIOTHOCTHM, HE3aBUCUMO OT HaJW4us TecTa-
LIMOHHOTO caxapHoro auabeta [9, 10]. Takum obpaszom,
aTHoNorus caxapHoro amadera rmocie COVID-19 saBusa-
eTCcsT MHOTO(aKTOPHOM U BKIIIOYAeT (PaKTOPBI, CBSI3aH-
HbIEe ¢ XapaKTePUCTUKAMU TMallUeHTKN (HampuMmep, BO3-
pacT M COCTOSTHUE 3M0POBbsI), a TAKXKe C TTOCIeACTBUIMU
MaHAEMWU IS JIMYHOCTU (TTCMXOCOLMABbHBIN CTpecc)
W TS o01ecTBa (Mephl ciepKuBaHus) [6].

PesyabTaThl  TpeACTaBACHHBIX  HAYYHBIX  PaboT
MO OIIEHKE COCTOSTHUSI 3I0POBbSI HOBOPOXKIEHHBIX
TakKe HEOMTHO3HAYHBI. B TMPOCTIEKTMBHOM MCCIeI0Ba-
Huu M. Wilk u coasr. (2021) [11] mokazaHo, 4TO HOBO-
POXIEHHBIE OT MaTepeil ¢ TeCTAallMOHHBIM CaxapHBIM
IUabeTOM He WMeIW pa3induii B OIEHKe M0 IIrKaje
Arnrap Ha 5-ff MUHYTEe TIOCJE€ POXIEHUS, HE3aBUCUMO
OT TOTO, TIEPEeHECIN JIU MaTepy BO BpeMs GepeMeHHO-
ctu COVID-19. Macca HOBOpOXKIEHHBIX TTPU POXIESHUN
Takke OblJla OIMHAKOBOU B 00€MX MCCIEAYEMbIX IPYyTITax
(3217£721 r nipotuB 3252t701 r; p=0,92), netn Takxke
He OTJWYAJINCh MO YacTOTe Pa3BUTHS TepPUHATATBHBIX
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OCJIO)KHEHMI, TaKMX KaK HEIOHOIIEHHOCTh, MaKpOCO-
must, runornukemusti (p=0,17). B wucciaenoanuu J.R.
Violante-Cumpa u coaBnT. [12] oTMedYeHO, YTO MaKpo-
COMMUSI, TUTMOTJIMKEMUSI, bIXaTeJIbHbIE pPaCCTPOCTBA
U Ipyrasi TaToJIOTHsI, XapaKTepHasl 1711 HOBOPOXKIEHHBIX
OT XEHIIIMH ¢ HapyllIeHWeM YIJIeBOAHOIO OOMeHa, Jalle
oTMevajiach y JIeTell OT MaTepei, MepeHeCIIMX HOBYIO
KOPOHABUPYCHYIO WH(EKIMIO BO BpeMsi OepeMeHHO-
cru [12]. lenaeTcst BBIBOJ, YTO MPOTHO3 JIJIST HOBOPOX-
NIEHHOTO CBSI3aH C COIYTCTBYIOIIMMHU 3a00JieBaHUSIMU
Martepu (recTallMOHHBIN caXapHbIi 1MabeT U OXKUpeHue)
B Oouibieit crenenu, yem ¢ COVID-19.

TakuM oOGpa3oM, HaKOTUIEHHOI B HACTOsIIIEe BpeMmsi
nHGOpMalIMM HEJOCTAaTOYHO JJis TTOJHOM BCECTOPOH-
Hell OLIEHKHU BJIMSIHWSI HOBOW KOPOHABUPYCHOM MH(DEK-
IIMM Ha TeYeHME TeCTAllMOHHOIO caxapHOro auabera
IUIsl Martepu U TUI0AA, MPOTHO3UPOBAHUST OTAEIbHbIX
PUCKOB 3a00JIeBaHUIT HOBOPOXIEHHOTO M UX OTHAJICH-
HBIX ITOCJIEACTBUM.

Ilear wuccnenoBaHus: oOlleHKA KIMHUKO-J1abopaTop-
HBIX JTAHHBIX, OCOOEHHOCTEN TEYEeHUsI paHHEero HeoHa-
TaJbHOTO TIEprOoAa M OTIEIbHBIX MOKa3aTelell 3M0POBbs
B MJIAZICHYECKOM BO3PACTe y JOHOIIEHHBIX HOBOPOX/IEH-
HBIX OT MaTepeil ¢ TeCTallMOHHBIM CaXapHbIM JUa0ETOM,
nepeHecmx COVID-19 Bo BpeMst 6epeMeHHOCTH.

XapaktepucTtuka aeter u MeToAbl UCCeaoBaHNs

ITpoBeneHo MpocneKTUBHOE KOTOPTHOE CPaBHUTEIb-
HOE€ OJIHOLIEHTPOBOE OTKPBITOE HCCIIeOBaHUE, B KOTO-
poe ObLIM BKITIOYEeHBI 160 HOBOPOXKIEHHBIX OT MaTepeit
C TeCTallMOHHBIM CaXapHbIM 11Ma0eTOM, HAOIIOIaBIINXCS
B YpajJbCKOM Hay4YHO-MCCJIENOBATEIbCKOM WMHCTUTYTE
oXpaHbl MaTepuHCTBAa W MJjaaeH4yecTBa. KMcrmonab3o-
BaHO TIOJIOKEHUE JIJIsI 00CEepPBallMOHHBIX UCCIeI0BAHUI
STROBE [13]. Bcem naumeHTKaM TMPOBOIMIN HEOOXO-
IUMble KJIMHWYECKMEe M J1abopaTOpHblE MCCIIEeI0BaHUS
B paMKax OOIIETIPUHSATHIX CTAHAAPTOB U CYIIECTBYIOIINX
METOAMYECKUX pekoMeHmanuii. O TSKECTH COCTOSTHUSI
CYIWUJIU TIO0 KJIMHUYECKOW KapTUHE, JTaHHBIM PEHTreHO-
JIOTUYECKUX 1 TaOOpaTOPHBIX UCCIEAOBAaHUIA.

l'ecraiimoHHbIN caxapHbIil TUabeT y MaTepu 1UarHo-
CTUPOBAJIM COTJIaCHO KpuTepusiM Poccuiickoro Haum-
OHaJIbHOTO KOHCeHcyca [14]. JleyeHMe recTtallmOHHOTO
caxapHOro auabeTra BKJIIOYAJIO TUETY C MCKITIOYEHUEM
JIETKOYCBOSIEMBIX YTJIEBOJOB U CAMOKOHTPOJIb TNIMKEMUU
C TIOMOIIIBIO TITIoKoMeTpa. Kputepun nckitoueHus MaTe-
peii U3 ucciaenoBaHUsI: caXxapHblii 1rabeT W HapylIeHUs
VIJIEBOIHOTO OOMEHa, CYIIeCTBOBaBIIME OO0 OepeMeH-
HOCTHM, MaHU(ECTHBIN caxapHbIil 11adeT, BbISIBIEHHBIN
BO BpeMsl 6epeMeHHOCTU, MHCYJIMHOTeparnus.

JIBe TpyIIbl JOHOIIEHHBIX HOBOPOXKIEHHbBIX, HA0JIIO-
NABIIUXCS B cucteMe «MaTh W AWTS», BBIMTMCAHHBIX
IOMOI Ha 3—5-€ CYTKM XM3HU B YIOBJIETBOPUTETbHOM
COCTOSTHUM, CPaBHUBAJIN B MOJ0OPaHHBIX TTapax B OTHO-
POMHBIX TabJUIIAX CONPSDKEHHOCTH (METOA  Cilydaii—
KOHTpOJb). B 1-10 (ocHOBHYI0O) rpymity Bouinu 80 HOBO-
POXIEHHBIX OT MaTepell C TeCTallMOHHBIM CaXapHbIM

OPUINHAJIbBHbBIE CTATbU

IMabeTOM, KOTOpbIe TepeHecI HOBYIO KOpPOHABHUPYC-
HYI0 MH(PEKIINIO Ha pa3HBIX CpOKaX OepeMEeHHOCTH.

Bo 2-10 (koHTponbHy10) rpyrmmy Bouwid 80 HOBO-
POXIEHHBIX OT MaTepeil ¢ TeCTAallMOHHBIM CaXapHBIM
nuabeToM, KOTOpble He OOJIeIM OCTPBIMU PECIMpaTop-
HBIMY BUPYCHBIMU WH(MEKIIMS M HOBOW KOPOHABUPYCHOM
nHGeKIMel B TeUeHe HacTosIIIel 6epeMEeHHOCTH.

Yucito MaTbYMKOB 1 IEBOYEK B OOCHX TPYIIIAX TOCTO-
BEPHO HE pa3MTUIaIoCcCh. Matepu OOCHEeIyeMbIX NeTeit
ocHoBHoi#1 Tpymiibl iepeHecan COVID-19 nerkoit u cpen-
Hell CTEeMeHMW TSKECTH, XXKEHIIWHBI ¢ TSOKeJIou (opMoii
HOBOI KOPOHAaBUPYCHOM MHMEKIINKM He ObUTA BKITIOYEHBI
B MCClleoBaHMe. Bee et ponnimich mmociie KOHCTaTaltuu
KJIMHUYECKOTO BBI3IOPOBICHUS MaTepu U OTPULIATEITb-
Horo tecta TP x SARS-CoV-2 (uccnemoBanusi o6pas-
110B HOCOTJIOTOYHOTO/POTOIIOTOYHOTO 9KCCYAaTa).

B 1 tpumectpe OepeMEHHOCTM HOBYHO KOpPOHaBU-
pycHylo wuHbekuuio miepeHecan 20 (25%) XeHIIWH,
Bo II tpumectpe — 46 (57,5 %) wn B 11l Tpumectpe — 14
(17,5%). B cpenHeTszkemnoi (opMe ¢ MOATBEPKACHHOM
IMTHEBMOHMEN M KHUCIOPOI03aBUCUMOCTBIO TIEpPEHECITH
HOBYIO KOpOHaBHUpYCHYI0 MHbeKuuo 26 (32,5%) XeH-
muH. ['ecTallMOHHBIN caxapHblii auabdet y 21 (26,3%)
ObuT ToaTBepXkIeH no 3aboseBanuss COVID-19, Torma
Kak y 59 (73,7%) XeHIIWH TeCTAalMOHHBIN caxXapHbIi
nuabeT ObLT TMAarHOCTUPOBAH B TeueHue 3—4 Hem 1mocie
MepeHeCeHHO HOBOM KOPOHABUPYCHOW WHOEKIIUH.
OO0cenoBaHHBIE KEHIIMHBI 00€UX TPYIN ObUIM COIO-
CTaBUMBI IO COLIMAJILHOMY CTaTyCy, BO3pacTy, UHIEKCY
MacChl Tejla 10 OepeMeHHOCTH, MpUOaBKe Macchl Tea
BO BpeMs OepeMeHHOCTH. [eCTallMOHHBIN caxapHbIi
IabeT y BCeX JKEHIWH ObIJT KOMITEHCUPOBAH Ha JUETe.

JInst OLEHKM OTHENbHBIX ToKa3aTeJeil 3I0pPOBbs
neTeil B Bo3pacte 9 Mec XU3HU ObUI MPOBENEH aHalu3
aMOyaTopHbIX KapT opMmel 112/y (n=160). OnieHuBamu
AHTPOTNIOMETPUUYECKIUE TaHHbIE eTeil, XapaKTep BCKapM-
JIMBaHMS, 3a00J1eBa€MOCTb, YaCTOTY TTOCTAHOBKH Ha y4eT
1 HabmoaeHue y TpoduiabHOro crienuanucra. Kpome
TOTO, TIPOBEJCH aHKETUPOBAHHBIN orpoc MaTepeit. Cra-
TUCTUUYECKU 3HAYMMBbIE MTOKA3aTe N IPOAHATU3UPOBAHHI.

HccnenoBaHue BBITTOJHEHO B COOTBETCTBUM CO CTaH-
JapTaMM Hajyiexalnei KiamHudeckoit npaktuku (Good
Clinical Practice) u npuHurnamu XeabCUHKCKOM AeKia-
pamu. [IpoTokomn mccienoBaHus OBIT OMOOPEH 3THUYe-
CKMM KOMHTETOM YpPaJlbCKOTO HayYHO-MCCIIeA0BaTEb-
CKOTO MHCTUTYTa OXpaHbl MAaTepPUHCTBA U MJIafieHYeCTBa
(mpotokon Ne 12 ot 21.09.2021 r.) Uccnenyembie ObUIN
MPOMHGOPMUPOBAHBI O TMPEACTOSIINX O0CIEIOBAHUSIX
U xofe jeueHus. Jlo BKIIIOUEHUST B MCCIEMOBAaHNE Y BCeX
YYACTHUKOB OBLIO TIOJy4EeHO MUCbMEHHOEe WH(MOPMU-
poBaHHOe coryiacue. OCHOBHBIM OTpaHMYEHHEM 3TOTO
WCCIICIOBAHUS SIBJISIETCSI BO3MOXKHOCTh CHCTEMaTH4e-
CKOIf OIITMOKM 0TOOpa M3-3a OMHOIICHTPOBOTO XapaKTepa
HCCIeOBaHUSI.

JIst CTaTUCTUYECKOTO aHajiu3a W MOCTPOSHUST Tpa-
(UKOB TIPUMEHSUTM TIaKeT KOMITBIOTEPHBIX MpPOrpaMM
Microsoft Excel (2010), SPSS Statistics Bepcus 22.0
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Bourosa C.B. u coaem. KInMHUKO-1a60paTOpHask XapaKTepUCTHKA HOBOPOXIEHHBIX OT MATEPENl C TeCTALMOHHBIM CaXapHBIM IHA0ETOM. ..

(IBM Microsoft, CIIIA). B 60JblIMHCTBE ClIy4yaeB Xapak-
Tep pacnpeiesieHusl MokKaszaTesiell OTIMYaICs OT HOp-
MaJIbHOTO, TOSTOMY ObLTU MCIOIb30BaHbl HEMApaMeTPU-
YECKUE METONbl MaTeMaTUYeCKOW CTaTUCTUKU. JJaHHbIe
ObUIM TIpeAcTaBlieHbl B Bume Me (MenuaHa) C ykasa-
HUeM 25-ro u 75-ro mipoueHTuaek [Q1; Q3] unm B BUIe
a0COJIIOTHOTO 3HAUYEHUSI # Y OTHOCUTEJIbHOM BEJIMYMHBI
B mporieHTax (%). ITpoBepKy CTAaTUCTUYECKMX TUIIOTE3
00 OTCYTCTBUM MEXTPYIIIOBbIX Pa3INYUii KOJTUUECTBEH-
HbIX TMPU3HAKOB OCYLIECTBISIM C UCIOJb30BaHUEM
kputepusi U ManHa—YutHu, kputepus CrbioneHTa,
KaueCTBEHHbIX MPU3HAKOB — C HCMOJb30BAHUEM KpPU-
Tepust Xxu-KBampat (y?). Pe3ynbTaThl cunMTaIM I10CTOBEP-
HeimMu ipu p<0,05. JIyst BbISIBIEHUST IIIAHCOB HACTYILUIE-
HUST OTIPENESICHHOTO COOBITUS Y TTAIIMEHTOB OCHOBHOM
IpyMIbl, TOABEPTIINXCS BO3ACUCTBUIO (pakTOpa pucka,
10 OTHOILIEHUIO K TPYIINe CPAaBHEHUS TPOBOAWIMN pacyeT
oTHoleHus maHcoB (OLL) ¢ noBepUTeNbHBIM UHTEPBA-
oM 95% (95% N).

Pe3ynbTathl u 06CyXaeHue

OCHOBHBIMU 0COOEHHOCTSIMM T€YEHUST OEPEMEHHOCTH
y XEHIIMH ¢ TeCTAllMOHHBIM CaXxapHbIM Aa0eTOM, Tiepe-
Hecimx COVID-19, 6butn XpoHnveckas: MHGEKIUST —
KOJILITUT, OakTepuanbHblii BarmHo3 (O 6,88 [1,48;
31,84]; p=0,005), xpoHnyeckas cheToruiarieHTapHast HeJ10-
cratouHocts (O 5,51 [1,77; 17,14]; p=0,001). Cpennuii
CpOK poaopa3spelleHrs coctaBui 39,5 Hen B 00eUX TpyII-
max. AHTPOITOMETpUYECKUE TTOKa3aTe T HOBOPOXKIEHHBIX
He UMENM pa3induii B rpymmax. B 1-it rpyme cpemHsst
Macca Tejla Tipu pokneHuu obuta 3485 r (3260—3695 1),

Tabauya 1. KnnHuyeckasi XapaKTepuCTHKA HA0IIOaeMbIX JIeTeil
Table 1. Clinical characteristics of the children

Bo 2-1i tpyrme — 3385 r (3167,5-3765 1; p=0,21). Bonb-
IIMHCTBO HOBOPOXIEHHBIX MMEJTM TApMOHUYHOE (hU3nve-
ckoe pa3Butue. [Ipu olieHKe COCTOSIHUS IeTei Tpy POXK-
JNEHUU TO IIKajle AINrap CTaTUCTUYECKU 3HAYMMBIX
OTIMYMI He BbIsIBIeHO. Ha 1-if MUHyTe XU3HU B 00enx
rpynmnax olleHKa cocTaBuia 7 ©OamwioB (7—7 06aios),
Ha 5-1i MuHyTe — 8 O6as1oB (8§—8 6asIoB).

TTpu aHanM3e KITIMHUYECKUX XapaKTePUCTUK HOBOPOXK-
NIEHHBIX YCTAHOBJIEHO, YTO PECHUpPaTOPHBIN JAUCTpecc-
CUHPOM CTaTUCTUYECKM 3HAUMMO Yallle HaOIromancs
Y HOBOPOXKIEHHBIX 1-i1 TpyIIel. BoISIBIEHBI IpyTue Hapy-
IIeHUsT TeYeHUsI TIEpUHATAIBLHOTO TIepuo/a, OTIUYaBIINe
JeTeil - TpyNIbl: BHYTPYIKETYIOYKOBbIE KPOBOU3IIHSI-
HUs, acUKCUST YMEPEHHOI M CpelHel CTENeHU TSKeCTH
1 TmpoOsieMbl BCKapMJIMBaHUSI HOBOPOXIEHHOTO, TaKHe
KakK CpbITUBaHMUS, PBOTA, BsJloe cocaHue (TabJ. 1).

B nepudepunyeckoit KpoBU Yy HOBOPOKIEHHBIX OCHOB-
HOW TpynIibl BCe TOKa3aTesIM YKJIaIbIBAJIUCh B MPeaesbl
BO3pPacCTHO HOpPMBbI, OIHAKO OTMEYaJIOCh CHMXEHUE
cofiep>KaHUsl JIEHKOLMTOB, TPOMOOIIMTOB U TTOBBIILIEHUE
(dpaklMK CErMEHTOSIIEPHBIX HEHWTPODUIOB MO CpaB-
HEHWIO C TAaKOBBIMU BO 2-ii TpyIre HOBOPOXKIEHHBIX
(Tabs. 2). B buoxumuueckoM aHaiu3e KpoBU B 1-€ CyTKM
KU3HU OTMEUEHO TIOBBIIIEHWE aKTUBHOCTM ajlaHWHa-
muHoTpaHcdepassl (p=0,001), a Ha 3-1 CYTKU XKU3HU —
ypoBHS TipsiMmoro oumynpyouHa (p=0,005). B 1-e cytkm
KM3HU HE OTMEUEHO 0oJiee BHICOKOK YacTOThI ATM30/10B
TUTIOTJIMKEMUU Y ieTeit 1-ii TpymIbl.

TlonyyeHHble  CTAaTUCTUYECKM  3HAYMMble  pas-
JINYMST TIO NMHAMUKE YPOBHSI TJIOKO3bl Ha 2-€ CYTKM
>KW3HU, BEPOSITHO, CBSI3aHBI ¢ OoJiee YacTbIM HazHaye-

Yuciio ciydaes, aoc. (%)

Hos3omnoruyeckue dopmbl 1-s rpynma 2-s1 rpynna 4 OIII (95% A1)
(n=80) (n=80)

3aboeBaHMST OPTAHOB JBIXAHUST
P 22. JIpixarenbHOE paccTpOiiCTBO HOBOPOKIEHHOTO 14 (17,5) 3(3,8) 0,009 5,44 (1,5-19,77)
3aboJieBaHMs HEPBHOUW CUCTEMBbI
P 20. BHyTpuyTpOoOHasi TMITOKCHS 8 (10,1) 6(7,5) 0,59 1,39 (0,45—4,26)
P 21.1. Achukcust yMepeHHOM U CpeHEN CTENEeHU TSKECTH 12 (15) 4(5) 0,035 3,35 (1,03—10,88)
P 91. Hapymienust niepe6paibHOro craTyca HOBOPOXKIEHHOTO 17 (21,3) 25 (31,3) 0,15 0,59 (0,29—1,21)
P 52.0. BHyTpmxkenynoukoBoe KpoBousausHue | cremenu 8 (10,0) 1(1,25) 0,017 8,77 (1,07-71,91)
3aboneBaHMs KPOBU U CEPAEYHO-COCYIUCTOI CUCTEMBI
P 61.4. Ipyrue BpoXIeHHbIE aHEMUI 3(3,8) 6(7,5) 0,303 2,08 (0,52—8,63)
[pyrue naronoruu
P 92. TIpo6aembl BcKapMIMBaHUsI HOBOPOXIEHHOTO 16 (20) 4(5) 0,004 4,75 (1,51-14,92)
P 59. T'unepOunupyouHeMust 14 (17,5) 7 (8,8) 0,101 2,12 (0,84—5,81)
P 54.5. KpoBoM3IMSIHUSA B KOXY 2 (2,5) 4(5) 0,405 0,49 (0,87—2,74)
P 12.0. Kedamoremaroma 0 2(2,5) 0,155 0,97 (0,94—1,01)

Tpumeuanue. O61ee yncno cayyaeB He cooTBeTCTBYeT 100% BCieCTBUE BBISIBICHUSI HECKOJIBKUX MATOJIOTUUECKUX MTPU3HAKOB Y OIHOTO Maly-
eHTa. p — JUIS Pa3IMumii MeXI1y MIOKa3aTeJIIMU IPYIII UCCIeI0BaHMs (KPUTEPHIA X2).
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HUEeM WHQPY3MOHHOW Teparuu, KOMITIOHEHTOM KOTOPOW
saBisietcst 10% pacTBOp TJIIOKO3BI, W KOTOPYIO TIOJY-
yan 21 pebeHok (26,2%) B 1-it rpynme u 12 (15,0%)
nereir Bo 2-i rpynne (p=0,079). UHby3uoHHas Tepa-
MUsl TPOBOAWIACH C LEIbI0 YACTUYHOTO MapeHTepasib-
HOTO MUTAHUS U KaK KOMITOHEHT TepaIry JIbIXaTeIbHBIX
1 HEBPOJIOTUYECKUX HAPYIIEHUI, Yallle BCTPEUArOIINXCST
Y HOBOPOXAEHHBIX 1-i1 rpymmsl (Tabds. 3).

IIpn olleHKe aTpPONMOMETPUYECKMX HAHHBIX JeTei
B Bo3pacTe 9 MecC XXM3HU YCTAHOBJIEHO, YTO B TPYII-
IMax MMEJIMCh OTJIMYMSI IO Macce Tella M OKPYKHOCTU
TOJIOBBI. DTHM TIOKa3aTeJW OBbLTM BBHIIIE B OCHOBHOM
rpynrme (tabn. 4). B ocHOBHOII Tpyrme 4uciao aeTei,
HaXOAAIINXCS Ha €CTECTBEHHOM BCKapMJIMBAHUM, OBLIO
HeCKOJIbKO Ooibine — 46 (57,5%), 4yeM B KOHTPOJBHOM
rpyrme — 38 (47,5%; p=0,19).

B Bo3pacte 9 Mec B XKuU3HMU oTMevasach 0ojiee BbICO-
Kast 9aCTOTa COMaTHYECKON 1 HEBPOJIOTMUECKOM 3a00Jie-
BaeMOCTHU y JIeTeil, MaTepy KOTOPBIX TIEPEHECTH HOBYIO
KOPOHAaBUPYCHYI0O WH(GEKIINIO BO BpeMs OepeMeHHO-
ctu (OII5,60 [2,15; 14,59]; p=0,001). Ha mucnaHcep-
HOM ydYeTe Yy MPOMWIBHBIX CIEMATUCTOB COCTOSTN 25

OPUINHAJIbBHbBIE CTATbU

(31,2%) nereii 1-it m 6 (7,5%) neteii 2-it rpymnmsl. Haxo-
TIVJIOCH TIONT HAOJTIOIEHNEM IETCKOTO HeBpoJiora 12 meteit
(15%) ocHoBHOI 1 6 (7,5%) KOHTPOJIBHOM TPYTITTHI 00CITe-
IYeMBIX JIETeil ¢ CHHIAPOMOM JIBUTATEIbHBIX HAPYIICHUIA,
CUHIPOMOM TIOBBIIIEHHON BHYTPUUYEPEITHOM TUIEepPTeH-
3UU, CHHAPOMOM BETETATUBHBIX AUC(HYHKIIWIA.

B 1-it rpymme 10 (12,5%) nereii HaXOmWIHCh
MoN HaOMIOMeHWEeM Kapawoiora ¢ (DyHKIIMOHAb-
HBIMA HapyIIEHUSIMU CePAEYHO-COCYTUCTON CHUCTEMBI,
BO 2-i1 TpymIie Takux aeteit He 6bu10 (p=0,046). Ha yuete
Y 3HIOKPUHOJIOTA TI0 TIPUIMHE HapyIIeHW YIIIEBOTHOTO
oOMeHa (TMIepriuKeMus) ¢ MPEAOIOKUTETbHBIM qrar-
HO30M caxapHbIii quabet 1-ro tuma coctosuiv 3 (3,75%)
pebGeHKa |-t rpynrbl, Bo 2-1 TpyIe Takux IeTeil He ObLIOo
(»=0,040). Tlpomomxanu HaOJOAATHCS Y SHAOKPUHO-
sora 38 (47,5%) matepeit ocHoBHOI Tpyrmbl 1 17 (21,2%)
MaTepeil KOHTPOJBHOW TPYITBI Tocie OepeMeHHOCTH
(»>0,001), mpu atom y 11 (13,75%) KeHiuH B 1-i1 rpyrime
ny 3 (3,75%) B0 2-i1 ObUT IMAaTHOCTUPOBAH CaXapHbBIIA Tra-
oet 2-ro Tuna (O 4,09 [1,09; 15,27]; p=0,01).

AHaMM3Upys HaHHbIE JIATEPaTypbl, MBI He HaILIN
JOKA3aTeNIbCTB  0o0Jice TSTKEJIOTO TEeYCHMS] TeCTallioOH-

Tabauya 2. Tloka3zaTean reMorpaMMbl HA0JII0JaeMbIX JIeTeid B 1-e CYyTKHU KU3HH

Table 2. Hemogram indicators of children on the 1st day

IToka3zarenn 1- rpymna (n=80) 2-s1 rpymna (n=80) p
T'emoryioouH, r/1 183,5[173; 200,25] 178,5[167,75; 188,75] 0,248
DpuUtpounTsl, 102/ 4,61 [4,32; 5,06] 4,70 [4,37; 5,01] 0,780
I'emarokpur, % 47,85 [44,27; 51,75] 49,0 [45,17; 53,32] 0,073
Jleiikoumtsl, -10°/n1 16,79 [14,51; 18,65] 19,63 [16,78; 22,79] <0,001
DosuHobwmibl, % 3,0 [2,0; 4,0] 2[1,0; 3,0] 0,130
ITamoukosmepHbie HERTPOhMILL, % 512,0; 7,0] 5,0 [3,5; 6,0] 0,388
CermeHTOsIIEPHBIE HETpOh MBI, % 58,0 [50,25; 66,0] 55,0 [48,25; 62,0] 0,014
JIumboumTel, % 23120,0; 32,0] 26,7 [21,0; 30,25] 0,274
MownonuTtsl, % 9,51[8,0; 12,0] 9,517,0; 10,0] 0,009
Tpombouutsl, 10°/1 242,5[193,75; 292] 273,5 [226; 289,5] 0,010
Ilpumeuanue. laHHbIe MpeICTABIEHBI B BUIE MeauaHbl (Me) ¢ ykazaHueM 25-ro u 75-ro npoueHTtwiei [Q1; Q3].
Tabauya 3. IlnnaMuKa ypOBHS TTIOKO3bI KPOBH
Table 3. Dynamics of glucose level
'YpoBeHD III0K03bI, MMOJIb/JT 1-s rpymna (n=80) 2-s rpynna (n=80) p
Yepes 2 4 XKU3HU 3,4(3,0; 3,92] 3,6 2,9; 4,12] 0,410
Ha 2-e cyTku >kusHu 3,6 [3,2; 3,92] 3,3[3,0; 3,7] 0,034

IIpumevanue. p — ISl Pa3MUUUL MEXITY TIOKA3aTeJISIMKA TPYIIT UccienoBanus (Kputepuit U MaHHa—YUTHU JJIsT HE3aBUCUMBIX BBEIOOPOK).
JlaHHbBIe TIPEACTaBICHBI B BUae MenuaHbl (Me) ¢ ykazanuem 25-ro u 75-ro npoueHtuieii [Q1; Q3].

Tabauya 4. OcHOBHBIE AHTPONIOMETPUYECKHE MOKA3AaTeNH y /ieTeii B Bo3pacTe 9 Mec
Table 4. The main anthropometric indicators at 9 months

IToka3zaTenb 1-s rpymna (n=80) 2-g rpymna (n=80) P
Macca, r 10000,0 [9250; 10300] 9300 [8000; 10600] 0,005
Pocr, cMm 70 [68,5; 73,0] 72 [69,0; 74,0] 0,134
OKpy>KHOCTb TOJIOBBI, CM 49,0 [47,7; 52,2] 46,5 [44,0; 48,0] 0,009

Ilpumeuanue. JlanHble NIpenCTaBICHBI B BUIe MeauaHbl (Me) ¢ ykazaHueM 25-ro u 75-ro npouentuieit [Q1; Q3].
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Bourosa C.B. u coaem. KInMHUKO-1a60paTOpHask XapaKTepUCTHKA HOBOPOXIEHHBIX OT MATEPENl C TeCTALMOHHBIM CaXapHBIM IHA0ETOM. ..

HOro caxapHoro auabera y OepeMEHHbIX, TEpPeHEeCIINX
COVID-19. W3BectHO, 4YTO WMEHHO JINTEJIBHOCTH
U TSDKECTb TMIIEPITIMKEMUN Y MaTepu CIIOCOOCTBYET pas-
BUTHIO HApyUIEHW paHHEW HEOHATAJIbHOW aJamnTaluun
(nbIXaTesIbHbIE PacCTPONCTBAa, MaKpOCOMMUSI, TUTOTJIMKE-
MUSI), KOTOpble OOBETUHEHBI B TMarHO3 «CUHAPOM HOBO-
POKIEHHOTO OT MaTepH C reCTallMOHHBIM CaXapHbIM ha-
o6etom» (P 70.0). B Haiem ucciaenoBaHUM He BBISIBIEHO
0oJiee YacToi MaKpOCOMUHU WUJIW TUTIOTJIMKEMUH TIPU POXK-
IEHUW B TpPYMIe JeTeil, MaTepy KOTOPBIX TepeHecTn
HOBYIO KOpOHaBMPYCHYIO MHbeKno. OMHaKo TOKa3aHbl
0COOEHHOCTH TeUEHMSI paHHETO HEOHATAJIbHOTO TIEpUoa,
TakyMe KakK BBbICOKasl 4acTOTa JIbIXaTeJIbHBIX HapyIlIeHUH,
CPBITMBAHUI M NPYrMX TpoOJeM 3SHTepaJIbHOTO TuTa-
HUSI, BHYTPIIKETYIOYKOBBIX KpOBOM3MUSHMIT | cTeneHu,
B CBSI3U C YeM B ITOW TpyrIie HOBOPOXICHHBIX Yallle
HasHauajach MHQy3rnoHHas Tepanusi. CHUXXKEeHUEe YPOBHSI
TPOMOOIIMTOB TI0 CPAaBHEHUIO C TAKOBBIM B TPYIIIE HOBO-
POKIEHHBIX, MaTepX KOTOPBIX HE OOJIeIM HOBOM KOpOHa-
BUpPYCHOI MH(peKIelr BO BpeMsi 0epeMEHHOCTH, BEpO-
SITHO, MOXHO OOBSICHUTh TeMH K€ TMaTOTeHETUYeCKUMU
MeXaHU3MaMU, KOTOPBIMU OOBSICHSIETCSI acCCOLMMPOBaH-
Hast ¢ COVID-19 koarynonarus. [Tomrmo TOro 4ro Tpom-
OOLIMTHI pacXomayloTcss Ha TpoMOooOpa3oBaHUE, KOpO-
HaBUPYC MOXET BJIMSITb Ha 3JIEMEHTbl KOCTHOTO MO3Ta,
TPUBOJIS B TSKEJIBIX CITydasiX K aHOMaJIbHOMY TeMOII033Y,
WJIY 3aITyCKaTh ayTOMMMYHHBII OTBET Ha KJIETKM KOCTHOTO
mo3ra [15]. B HameM ciygae n3aMeHeHUsI OBLIN BBIpaXKeHbI
HesIpKO, a KJIMHUYeCcKasi KapTUHA TIPOSIBJISIACh TOJIBKO
YBEJIMUEHUEM YacTOThl BHYTPUXKEJYIOYKOBBIX KPOBOU3-
msHuit 1 crenenn. MisMeHeHus ypoBHS Opyrux jgabopa-
TOPHBIX TMOKa3aTeseil 0011ero aHaau3a KpoBu (CHUXKEHUE
conepXaHusl JIGMKOLIMTOB W TIOBbIIIEHUE (hpaKIMU Cer-
MEHTOSIIEPHBIX HEUTPO(MUIOB) TakKXe acCOLMUPYIOTCS
¢ omocpenoBaHHbIM BiMsiHMeM Bupyca SARS-CoV-2
BO BpeMsl OepeMeHHOCTH MaTepy. AHAJIOTUYHBIE KJIWHU-
yeckre M J1abopaTopHble U3MEHEHUsI Y HOBOPOXKIEHHBIX
OTMEUEHBl U B APYTUX HMCCIETOBAHUSIX, ONMMCHIBAIOIINX
OepeMEHHOCTb 1 UCXObI Y KEHIIWH, IMePEeHeCIINX HOBYIO
KOPOHAaBUPYCHYIO MH(DEKIINIO, TeCTallMOHHBIN Mpoliecce
Y KOTOPBIX HE OCJOXHSIJICS TeCTAallMOHHBIM CaXapHbIM
nnabertom [16, 17].

VYBenuueHne Macchl Teia M OOJIBIINI POCT OKPYXK-
HOCTH TOJIOBBI, HaOJl0qaeMble B Bo3pacTte 9 Mec, MOXKHO
CBSI3aThb C TOBBIIMIEHHOW 4YacTOTOW BHYTPUYEPETTHOM
runiepteH3un y 9 (11,2%) neteit B 1-it rpyne u 2 (2,5%)
Bo 2-i1 rpyrnme (p=0,01) u tugpouedamu y 3 (3,75%)
nereit Toabko B 1-it rpynme (p=0,40), a Takxke ¢ 0coOeH-
HOCTSIMM METabOJIMUeCKOro M 3HIAOKPUHHOTO cTaTyca,
YTO TIOATBEPXKIAeTcs: 60Jiee BHICOKOH HEBPOJIOTUYECKOM,

JINTEPATYPA (REFERENCES)

1. Manveuna I.b., leskoea M.M., bviuxosa C.B., Ipuwxu-
Ha A.A., Ileneaseea H.A., Oavkos C.C. u dp. HoBast xopo-
HaBUpycHasi uHbpekuuss B | Tpumectpe OepeMEHHOCTH:
repuHaTaibHble M MaTePUHCKUE IOCJIEACTBUSL. AKYIIep-

KapAauoJIOTUYeCKO U BHIOKPUHOJIOTUYECKOM 3a00ieBa-
€MOCTbIO B OCHOBHOI rpyrire. BbI3biBaeT HACTOPOXKEH-
HOCTb W TpeOyeT najbHeillero HaOJIONeHUS] BbICOKas
yacToTa SHIOKPWHHON MaTOJIOTMM B OCHOBHOM TpyIine
nmereit. B momynsnmm HeoHATaNbHBIM CaxapHBIA IHa-
0eT — peaKoe COCTOSIHMSI, BCTpevalrolleecsl C 4acTOTOM
1:300 000—400 000, B 80% ciyyaeB HapylIeHUsS HOCST
TpaH3UTOPHBIN XapakTep [18]. OmHako B HacTosiiee
BpeMsI TIOSIBUJIMCH TTyOIMKaIMK O 00Jiee BHICOKOM PUCKE
pa3BUTUS caxapHOro auaberta 1-ro TuIa y meTeid, Iepe-
Hecmmx COVID-19, BeposITHO, CBSI3aHHOM C JOJITOCPOY-
HBIMU ayTOMMMYHHBIMU OCJIOXXHEHUSIMU HOBOI KOpOHa-
BUpYCHO# uHbekuu [19].

TlepcrieKTMBHO 1151 U3yYEHUST OCTAeTCsI TeMa OT/a-
neHHbIx nocnenctsuit COVID-19, korma B HeoHaTalb-
HOM TIepuoJie TOCJEACTBUSI TMEPEeHECeHHOW MaTepblo
HOBOI KOPOHaBUPYCHOW WH(MEKINU IJIST HOBOPOXIECH-
HOTO TIPOSIBJISIIOTCSI HE CTOJIb BBIPAXXEHHO, a C POCTOM
pebeHKa Mpu OlLIEHKE OTHAJeHHBIX MCXOM0B (hOPMUDPY-
eTCsl XpOHWYECKasl MaToJOTHSI.

3aknovyeHue

Takum o0Opa3om, Hallle WCCIeIOBaHUE ITOKa3ajo,
YTO JOHOIIEHHBbIE NETHU OT XKEHIIWH C TeCTallMOHHBIM
caxapHbIM auabeToMm, koTtopble TepeHecaun COVID-19
BO BpeMsl OepeMEeHHOCTH, BBITTMCAHHBIE U3 TTepUHATATb-
HOTO ILIeHTpa Ha 3—5-e CYTKM KM3HU, UMEIOT OCOOEHHO-
CTU Mepuoia paHHE HeOHATAIbHOI afanTauuu. Y nerei
ATOM TPYIMBI Yalle OTMEYAINCh PEeCTTMPATOPHBINA AUC-
TPeCC-CUHIPOM, OOJbIIas YacTOTa BHYTPYIKETYIOYKO-
BBIX KPOBOMBJIUSHUI, acOUKCUST YMEPEHHOM U CpeaHei
CTETIeHe TSKeCTH, a TakkKe IMpoOJeMbl BCKapMIIMBa-
HUSI HOBOpOXAeHHoro. [lokazaHo, 4TO B Tiepudepuye-
CKOIl KpOBUM y BCEX HOBOPOXIECHHBIX, MAaTEPU KOTOPBIX
TepeHeca HOBYI0O KOPOHABHMPYCHYIO WHMEKIINIO, BCe
MoKa3aTeJn YKJIAAbIBaIUCh B MpEAesibl  BO3PAaCTHOM
HOPMBI, OJHAKO OTMEYaJloCh CHIDKEHUE COIepXKaHUs
JIEWKOIUTOB, TPOMOOIIMTOB M TIOBBIIIEHWE (DpaKInu
CEerMEeHTOSIIEPHBIX HEUTPO(DUIIOB TTO0 CPAaBHEHUIO C TAKO-
BbIMM B KOHTPOJIBHOI TpyITie HOBOPOXAEHHBIX. bojee
YACTBIX SMTM30/I0B TUTTOTJTMKEMUU B TIEPBBIE CYTKH XXU3HU
He 3apeructpupoBaHo. [Ipu aToM pa3nmuyus B psime 01o-
XUMUYECKHMX ToKa3zaTejieii ' B 00jiee BBICOKOM YPOBHE
IJIIOKO3bl Ha 2-€ CYTKU XWU3HHM, BEPOSITHO, CBSI3aHBI
¢ GoJiee YacTBIM Ha3HaYeHUEM MHQY3MOHHOW Teparuu,
MPUMEHSIEMOM IS KOPPEKIUK COIMYTCTBYIOIIEH Tepu-
HaTajibHOW TaTtosiornu. B Bo3pacte 9 mec oOHapyKeHbI
pasauausT MeXIy TPYIIaMu TI0 aHTPOIOMETPUUYECKUM
MoKa3aTeJIsiIM U BBICOKasi HEBPOJIOTMUECKAsT, CepAEeUHO-
COCYIMCTast M DHIOKPUHOJIOTHYECKast 3a00JIeBaéMOCTb.
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Olkov S.S. et al. New coronavirus infection in the first tri-
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dakTopsl pucka ¢GopMUpPOBaAHKS BHICOKOI 3200J1€BaeMOCTH BUPYCHbIMH HH(EKIIUSAMH
y AeTeil, pOAMBIIMXCS C MPUMEHEHHEM BCIIOMOTaTeIbHbIX PENPOIYKTHUBHbBIX TEXHOJIOTHIA

E.M. Muxeesa’, H.U. [lenkuna’, A.JI. FO0uyxuir?

'BY3 YP «[NepBas pecnybnvkaHckas kKnMHuyeckas 6onbHMLa MMHUCTEPCTBA 34 paBOOXPaHeHMs YaMypTcKor Pecnybnmnkm»,
NxeBck Poccus;
2Pre0yY BO «MxeBckas rocynapcTseHHas MegnumnHekas akagemust» Muusgpasa Poccuu, Uxesck, Poccust

Risk factors for the formation of high morbidity of viral infections in children born
as a result of assisted reproductive technologies

E.M. Mikheeva, N.I. Penkina, A.D. Yuditskiy

First Republican Clinical Hospital, Izhevsk, Russia;
Izhevsk State Medical Academy, Izhevsk, Russia

Bbicokas 3200/1eBaeMOCTh PeCIMPATOPHBIMA BUPYCHbIMH MH(EKIMAMM Y JieTeil PAHHEro, JOIKOJBHOTO U MJIAJIIIET0 HIKOJIbHOTO
BO3PACTOB MPEACTABIISET AKTYAJIbHYIO POOJIEMY ISl IPAKTHYECKOTO 3iPABOOXPAHEHHUS.

Ieas uccienosanus. BoisiBaenne hpakropos, Bausgomux Ha popMupoBaHue rpynmnbl YacTo GOJEIOIMUX B PAHHEM BO3pacTe JeTei,
POAWBLINXCS C IPHMEHEHHEM BCIIOMOTATEbHBIX PENPOTYKTUBHBIX TEXHOIOTHIA.

Marepuas u MeToasl. I'pynny Ha0moaenns cocrabuin 60 4acTo 0osie0mMX AeTeil NepBbiX 3 JIEeT JKNU3HH, POKIEHHBIX C TOMOLIbIO
BCIIOMOTATEJIbHBIX PENPOAYKTHBHBIX TEXHOJIOTHIA. B rpynmy cpaBHenus Bonum 22 pedeHKAa aHAJIOTMYHOTO BO3PACTA, POKIEHHBIX
C IpMMEeHEeHHEeM BCTIOMOTATEIbHBIX PENPOAYKTUBHBIX TEXHOJIOTHIA, HE OTHOCSIIUXCS K TPYIIe YacTo 00JIelonuX.

Pe3yabrarel. Cpenu 3HIOTEHHBIX (DAKTOPOB PHUCKA, BJIMSIOMIMX HA TOBBINIEHHYK) YACTOTY Pa3BUTHS OCTPHIX PeCHMPATOPHBIX
uH(EKWii y feTeil, POIUBIINXCS C OMOMIBIO BCIIOMOTATEBHBIX PENPOAYKTHBHBIX T€XHOJIOTHIA, HAN0OIee 3HAYMMBI CJIeIyIoNIue:
BHYTpHyTpoOHas runorpodus (p=0,026), paHHee HaYa 0 MCKycCTBeHHOro Bckapmimsanus (p=0,003), ajmiepruyeckue 3adosie-
anust (p=0,049). Ok3oreHnsiMu akropamMu pucka (OpMHPOBAHMS IPYNNbI YACTO OOJIEIOMUX JeTel, POAMBIIMXCS C NPUMEHE-
HHEM BCTIOMOTATEIbHBIX PENPOAYKTUBHBIX TEXHOJIOTHIA, CIIyKAT BO3/I€fiCTBHE AHTHOAKTEPUAILHON TEPANIMM HA MMMYHHYIO CHCTEMY
pedeHKa, OTCYTCTBHE BAKIMHALMH MPOTHB reMO(MUIbHOI MH(EKIUK U TPUMna.

3akmouenne. YacTo 0oJeionme 1eTH HYKAAI0TCA B KOMILIEKCHOM 00CJIeIOBAHNHM [l BbISIBJIEHHsT (DOHOBBIX COCTOSIHMIA, CBOEBpE-
MEHHO¥ BAKIMHAIMH, 000CHOBAHHOM HA3HAYEHUHM AHTHOAKTEPUAJILHOI Tepanuu.

Karoueesvte caosa: wacmo bonerouue demu, 6CnomoeamensHole penpooyKmusHble MexHoA0UU, OCpPble PeCRUPAMOpPHble UHGeKUUU,
UMMYHUmMem.

Ansa untnposauns: Muxeesa E.M., MNeHkuHa H.W., KOavukuii A.Ll. @akTopbl pucka popmMupoBaHUsS BbICOKOV 3a60/1€BaeMOoCTV BUPYCHLIMU
VHOEKUNSIMU Yy feTe, poaNBLUNXCS C MPUMEHEHNEM BCIIOMOraTe/ibHbIX PENPOAYKTUBHbIX TEXHOIOIvIA. Poc. BECTH. NepuHaTon. n neavarp
2023; 68:(6): 31-35. DOI: 10.21508/1027-4065-2023-68-6-31-35

The high incidence of respiratory viral infections in children of early, preschool, and primary school age is an urgent problem for prac-
tical health care.

Purpose. The purpose of the study was to investigate factors contributing to the formation of a group of children who are frequently ill
at an early age, born as a result of assisted reproductive technologies.

Materials and Methods. The observation group consisted of 60 frequently ill children of the first three years of life born as a result
of assisted reproductive technology application. The comparison group consisted of 22 children of similar age born using assisted
reproductive technologies, not belonging to the group of frequently ill.

Results. Among the endogenous risk factors affecting the increased frequency of acute respiratory infections in children born with
the help of assisted reproductive technologies, the most significant are the following: intrauterine hypotrophy (»=0.026), early ini-
tiation of formula feeding (p=0.003), allergic diseases (p=0.049). Exogenous risk factors for the formation of a group of frequently
ill children born with the use of assisted reproductive technologies are the effect of antibiotic therapy on the child’s immune system,
the lack of vaccination against hemophilic infection.

Conclusion. Frequently ill children require a comprehensive examination to identify background conditions, timely vaccination, and
reasonable prescription of antibiotic therapy.

Key words: frequently ill children, assisted reproductive technologies, acute respiratory viral infections, immunity.

For citation: Mikheeva E.M., Penkina N.I., Yuditskiy A.D. Risk factors for the formation of frequent morbidity of viral infections in children
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Om—toﬁ U3 HamboJiee aKTyalIbHBIX IMPOOJeM Temua-
TPUU B TIOCTEIHUE AECATUICTHSI OCTAETCS BBICOKAST
3200J1eBa€MOCTb PECTTUPATOPHBIMUA BUPYCHBIMU WH(EK-
LWSIMKA Yy JIeTell paHHero, IONIKOJbHOTO W MJIAJIIIEro
mKoJabHOrO Bo3pactoB [1]. KoHTMHTEeHT yacTto GoJieto-
WX JeTeil cocTaBsieT oT 25 no 75% neTcKoii momyssi-
muu [2]. PeumnuBupyoole M TSXKeIO MPOTeKawlne
pecriupaTopHble MHGEKIUM MOTYT BBI3BIBATh Hapylle-
HUST (PU3UYECKOTO U HEPBHO-TICUXUYECKOTO Pa3BUTHSI
pebeHka, GopMUpOBaHME XPOHUYECKON IAaTOJOTUN
opraHoB nbixanus y 40% neteit B Bo3pacte 7—8 JieT, cro-
COOCTBYIOT CHWXXEHMIO (PYHKIIMOHAJIBHOW aKTUBHOCTHU
nMMmyHuTeTa [3-9].

ITo pesynbpraTamM MCClieTOBaHUIA, NETU, POXIECHHBIC
C TIpUMEHEHWEM BCIIOMOTATeIbHBIX PEMPOITYKTUBHBIX
TEXHOJIOTUI, HYXXIAIOTCS B 6oJiee 9acTOM U TIPOIOJIKH -
TeJTbHOM MPeOBbIBAHNHN B CTAIIMOHAPE B CBSI3U C HATMYUEM
COMAaTMYECKOI MaTOJIOTMU U 3a00JieBaHUI MH(MEKIIMOH-
Hoit atnojgorun [10, 11]. OcHOBHBIMU 3a00JI€EBaHUSIMMU,
MIPUBOASAIIMMU K TOCITMTATTU3AINN, ObLTA OOJIE3HU CPeI-
HEro yxa, TaCTPOSHTEPUTHI, MATOJOTUS BEPXHUX JIbIXa-
TEJbHBIX TMyTei, OOCTPYKTUBHBIE OPOHXWUTbI, OPOHXM-
anbHast actMa [12]. Bo3aMOXHBIMM TTpUUYMHAMU TAHHBIX
COCTOSIHMIA, TI0 MHEHWIO aBTOPOB, CIIy’KaT MMMYHHBIE
HapylIeHWsT y OeTeil, CBA3aHHBbIe C TPOLEAYPOIl BCIO-
MOTaTeTbHBIX PEMPOAYKTUBHBIX TEXHOJOTHM, HO 3TOT
BOMpOC TpeOyeT nayibHeliero usyuyeHus [13].

Ienb uccnenoBanus: BhISIBJIeHNE (PaKTOPOB, BIIUSIO-
X Ha (hOPMUPOBAHWE TPYIITHI YaCTO OOJICIONINX B paH-
HeM BO3pacTe y HeTeil, pOAMBIIUXCA C TPUMEHEHUEM
BCIIOMOTATEIbHBIX PEMTPOMYKTUBHBIX TEXHOJOTHIA.

XapaktepucTtuka aetev u MeToAbl UCCNeaoBaHNS

IlpoBeneHO  KOropTHOoe  HEpaHAOMU3MPOBAHHOE
pPEeTPOCIIEKTUBHOE HCCIeNOBaHUE ¢ ydyacTheMm 82 nereid,
PONMBIIMXCSI OT OJHO- U MHOTOIUJIOMHON OepeMEeHHOCTH
C MPUMEHEHUEM BCITIOMOTATEJIbHBIX PEMPOIYKTUBHBIX TEX-
HOJIOTMIA, BKJTIOYasT 35 MOHOIIEHHBIX U 47 HETOHOIIIEHHBIX
neTeit, Ha TIPOTSDKEHUM TIEPBBIX 3 JIeT XKU3HU. Bee netum
poxneHsl B IlepBoii pecrnyOIMKaHCKOW KIIMHUYECKOM
oosbHULIe MuH3ApaBa Y amypTckoii Pecryonuku.

I'pyny HabmoneHust coctaBuiam 60 vacto 6Gosero-
IIKUX JeTeil TepBbIX 3 JIeT KU3HU, POXKACHHBIX C TTOMO-
IIbIO BCITOMOTATEIbHBIX PENPOAYKTUBHBIX TEXHOJOTHUIA,
a TpymnIy cpaBHeHUst — 22 peOeHKa aHaJJOTMYHOTO BO3-
pacra, pOXJIEHHbIe C TPUMEHEHHEM BCIIOMOTaTeb-
HBIX PENMpPOAYKTUBHBIX TEXHOJOTUI, HE OTHOCSIIHECS
K rpyrire yacto 6oneromux aereil. Kpurepusimu BKITIO-
YeHUs B TPYIIITY HAOMIOAeHUS ObUTH O0Jjiee YeThIpeX DITH -
30[I0B OCTPBIX PECMUPATOPHBIX BUPYCHBIX WMHGEKIIU
Ha TIepBOM TOAy XM3HM, Ha 1—3 rogax ku3Hu — OoJiee
IIECTU TaKUX BTMU30/I0B B TOJ; TSKECTh TEUEHUST KaXKIOTO
ciydyasi OCTpOil pecrnupaTOpHON BUPYCHOW WHMEKIINU,
HaJIMYMe OCJIOKHEHUI, HEOOXOAMMOCTh TPUMEHEHMUS
aHTUOMOTHUKOB B OCTPOM MEPUOJIE.

3aboyieBaeMOCTh JieTell OLEHUBAIu IO obpalaemMo-
CTH B TIOJIMKJINHUKY, TAHHBIM BBIKOTIMPOBKM aMOyIaTop-

OPUINHAJIbBHbBIE CTATbU

HBIX KapT U C TOMOIIBIO JTUHAMUYECKOTO HAOIIONEHUS
3a JIETbMM B JeKpeTUpoBaHHbIe cpoku. McciemoBaHue
MPOBOAMIIOCH C COOJTIOACHUEM TIPUHIIMIIOB OMOMEIUIIH-
CKOI1 3TUKU ¥ 000PEHO JIOKATbHBIM 3TUYECKUM KOMMUTE-
ToM @I'BOY BO «MkeBcKast rocymapcTBeHHast MEIWITNH-
ckas akameMusi» MunsnpaBa Poccum (ripotokosn No292
ot 28.02.2012). KoH)AMKT MHTepeCOB OTCYTCTBYET.
CraTucTuueckyro oOpabOTKYy TOJYYEHHBIX JaHHBIX
MPOBOJMJIA C MCIOJIb30BAaHUEM JIMIIEH3UOHHBIX TIPO-
rpamm Microsoft Excel 2010 u Statistica 6.0 (StatSoft,
Inc., CIIIA, 2006), SPSS-17. JIocTOBEpHOCTh pa3auduit
MeKIy aOCOTIOTHBIMU BEIMYMHAMU OTIPEAEIISITN C TIOMO-
b0 Kputepust ManHa—YutHu. Paznuunsi OTHOCUTENb-
HBIX TOKa3aTesiell u3yvanu 1o kpurtepuio x> IMupcoHa
(c KoppekTHpoBKoii 1o Mercy n ®@umepy). Pazmraus
nipu p<0,05 paclieHUBaIu KaK CTAaTUCTUYECKN 3HAYMMBbIE.

Pe3ynbTathl M 06CcyxaeHue

ITo pe3ynbraTam McCIeqOBaHMS, Y YaCTO OOJICIOIINX
JeTeil, pONUBIIMXCSI C TIPUMEHEHUEM BCIIOMOTATEIb-
HBIX PETIPOAYKTUBHBIX TEXHOJIOTHUI, BBISBIIEH KOMITIEKC
SHIOTEHHBIX M 9K30TEHHBIX (PAKTOPOB, BIMSIOIINX
Ha TIPeIPacIioNOKEHHOCTb K PELIMIUBUPYIOIIAM PECIT-
patopHbIM MHMeKIusaM. Cpeay 3HIOTEHHBIX (haKTOPOB
pucKa, BIMSIOIIMX Ha TMOBBIIIEHHYIO YacTOTy pa3BU-
TUSI OCTPBIX PECTIMPATOPHBIX MH(MEKINIT B 3TOM TpyIre
neTeil, HauboJiee 3HAUYMMBIMM OKa3aJUCh BHYTPU-
yTpoOHast rTuIoTpodus, paHHee Hadajao NCKYCCTBEHHOTO
BCKapMJIMBaHUSI, aJlleprudecKue 3a00IeBaHMSI.

Hamu ycranosieHo, uto 27 (45,0%) neteii rpymibl
HaOTI0IeHUST MAJTBIMU K CPOKY TeCTallH POIUINCH, TOTIA
KakK B Tpymme cpaBHeHUST — 5 (22,2%) nereit (y*=4,924;
»=0,026). CpenHsisi Macca TeJla HOBOPOXICHHBIX HeTeit
TPYNIbl HaOMIONEHUsT Oblla CTATUCTUYECKU 3HAYMMO
MEHbIlle, 4YeM B Tpymme cpaBHeHus (2455,3+692,3
n 2829,0+501,8 r cootBeTcTBeHHO; T=-2,315; p=0,023).
Ilo maHHBIM MeTaaHanu3a, 19 MccienoBaHUit yCTaHOB-
JIEHO, 4YTO JIeTH, 3ayaTble C TTOMOIIBIO 3KCTPAKOPIIO-
PaJIbHOTO OTUTOAOTBOPEHUSI, UMEIOT HU3KYIO Maccy Tella
npu poxaeHuu B 1,65 pasa vaiie (95% noBepuUTEIbHBIN
uaTepBan — JIN 1,56—1,75), ueM geT mpu eCTECTBEHHO
HacTymnuBlleil 6epeMeHHOCTH [14]. ABTOPBI CBSI3bIBAIOT
9TO C TeM, YTO TEPEHOC CBEXMX SMOPUOHOB OCYIIECT-
BIIIETCS B LIMKJIE, ¢ U3MEHEHUEM YPOBHSI 3CTPaIuoa,
U COTPOBOXKIAETCS, KaK TMPaBUJIO, THIEPCTUMYIISIIICIH
STMIHUKOB, 3a CYET Yero yXyAllaeTcss BOCIIPUMMYNBOCTh
aHaomeTpust [15—17]. TlpoBeneHHbIN aHanM3 MoKasal,
YTO 3a7iepkKa BHYTPUYTPOOHOTO pa3BUTHUS Y HOBOPOXK-
JNEHHBIX IeTel TIOBBIIIAET PUCK (DOPMUPOBAHUS TPYIIITHI
yacto Ooseroniux neteit B 1,5 pasa (OTHOCUTENbHBINI
puck — OP 1,467; 95% AN 1,081—1,991).

Ilepexon Ha paHHee WCKYCCTBEHHOE BCKapMJIMBa-
HHUE TOBBIIIAET PUCK (DOPMUPOBAHMS BHICOKOM pecru-
patopHoii 3ab6oneBaeMocty B 1,5 paza (OP 1,537; 95%
I 1,094—2,162). Ha rpynHOM BCKapMJIMBaHUU B Teue-
HUE TIepBOTO roa XW3HU Haxomwnch 17 (28,3%) neteii
TPYMITLI HAOTIOAEHUS, YTO OBIJIO CTATUCTUYECKY 3HAUMMO
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MeHbIIIe, YeM B TpyIre cpaBHeHust — 14 (63,6%) neteii
(x*=8,533; p=0,003). HapyiueHus 1aktalinoHHOU (HyHK-
LMW Y XEeHIIWH, 0epeMeHHOCTh Y KOTOPBIX HACTyIWIa
B pe3yjbTaTe TPUMEHEHUs BCIIOMOTATEbHBIX PENpo-
JMYKTUBHBIX TEXHOJOTHI, CBS3BIBAIOT C HAJWUYMEM TUTa-
LIEHTapHOUW HEAOCTaTOYHOCTU BO BpeMsi OEpeMEHHOCTH,
BBICOKOM YaCTOTOM pomopas3pelleHusT TyTeM OoIepaiuu
KecapeBa CEUeHUs], JUTUTEILHOCTBIO Oecrutomust Ooiee
2 JIeT, TUMEPCTUMYJISIIME TOHaTOTPOTTMHOM, TpeXIe-
BpeMeHHbIMU pomamu [18—21]. Kak mokazanmm wuccie-
noBaHust C. Castelli u coaBt. [20], TpOIOIKUTETBHOCTD
TPYAHOTO BCKapMJIMBAHUS Y XXEHIIINH, POAVBIINX JETE
C TIOMOIIBIO DKCTPAKOPIOPATHHOTO OIIOMOTBOPEHMSI,
cocTaBuiIa 6 Mec, UTo OBbIJIO MEHbIIIE, YeM B OOIIEH TTOTy-
nauun. TTo ganabiM A. Cromi u coaBT. [22], yepe3 6 Hex
Mocjie pOIOB GOJBITMHCTBO KEHIIWH, 3a0epeMeHeBITNX
C TIOMOIIIBIO BCITOMOTATEIHbHBIX PEMTPOAYKTUBHBIX TEXHO-
JIOTHIA, TIPEKPaTUIIM TPYIHOE BCKapMJIMBaHUE.

OnHuM u3 $akTopoB pucka (GOpMUPOBAHUSI BBICO-
KO pecrMpaToOpHO 3a00JIeBaeMOCTH Y AeTeil paHHEero
BO3pacTa, POAUWBIIMXCS C TIOMOINBIO BCIOMOTATEb-
HBIX PENPOAYKTUBHBIX TEXHOJIOTHIA, SIBIIIETCS HaJINUMe
aJUTeprMYecKnX 3a00JieBaHU Ha TEePBOM TOMY KU3HM.
YcTaHOBIIEHO, YTO MPU BOBHUKHOBEHHWU aJLIEPTUYECKOM
MaToJIoTuM y pebeHKa pUCK (DOPMUPOBAHMS TPYITITBI
yacTo GoJeromux aereii Beime B 1,3 paza (OP 1,3; 95%
AN 1,0—1,69). Cpenu yacTo GOJEIOIINX AeTei ajIepru-
Yyeckue 3a00J1eBaHNs Ha TTIEPBOM TOAY JKU3HU BBISIBJICHBI
y 31 (51,6%), 4TOo CTATUCTMYECKMW 3HAYMMO OOJIbIIIE,
yeM B rpymrme cpaBHenust — 6 (27,3%) nereit (x>=3,868;
p=0,049). CornacHo maHHBIM 3apyOekKHBIX MCCIENO-
BaHUII BO3MOXHO BO3HUKHOBEHWE SIMUTEHETUIECKUX
U3MEHEHUI y IeTel, 3a4aThIX ¢ TPUMEHEHUEM BCITOMO-
raTeJbHbIX PEMPOAYKTUBHBIX TEXHOJOTHIA, CBSI3aHHBIX
C pa3BUTHEM MMMYHOJOTMYECKMX 3a00JIeBaHUM, TaKUX
Kak actma u amieprus [23]. Kpome TOrO, HE MCKIIO-
YyaeTcsl POJb TaKMX (PaKTOpoB, KaK HETOHOIIEHHOCTD,
pPOXIEeHNEe MaJbIM K CPOKY TeCTalluy, pomopaspelleHue
IyTeM OIlepalliy KecapeBa ce4eHUsI, B BOSHUKHOBEHUHU
ajulepruyeckux 3aboyieBaHUIl y JAeTeil, POIUBIINXCS
C TIOMOIIIBIO BCITOMOTATEIbHBIX PEMTPOAYKTUBHBIX TEXHO-
soruii [23].

CoracHO JaHHBIM JIUTEPATypbl CPeIy SHIOTEHHBIX
(akTOpOB, BIUSIONINX Ha MOBBIIIEHHYIO YaCTOTY pa3BU-
THUSI OCTPBIX PECTTUPATOPHBIX MHGEKIIUI Y NeTeit, cyle-
CTBEHHOE 3HaYeHWEe WMEIOT HeOJIaronmpusiTHOe TeueHUe
OepeMEeHHOCTH,  HEIOHOIIEHHOCTb,  TIepUHATAIBHOE
rnopaxeHue IeHTpalbHOU HepBHOU cuctembl (LIHC).
OmHako HaMM YCTAHOBIIEHO, 4YTO TATOJOTUYECKOE
TeYeHWe TeCTAllMOHHOTO Tepruoma ObLIO XapaKTepHO
1711 OOJIBIIMHCTBA OOC/eIOBAHHBIX JAETe 00euX TPYIII,
06e3 CTAaTMCTMYECKM 3HAYMMBIX pa3W4uii IO YacToTe
pa3BuTHS ocliokHeHUi. Haubosee yacto B 0d6eux rpyri-
Max pPerucTpPMpOBATIUCH yrpo3a TPephIBaHUS, aHEMMUSI,
recro3 6e3 CTAaTUCTUYECKM 3HAUYMMBIX pasamduii. Jloms
NeTeit, pOAMBIINXCS paHbIIe CpoKa, ObLIa COMOCTaBUMA
B obeux rpymmax — 37 (61,6%) u 10 (45,5%) cootBeT-

ctBeHHO (}*=1,729; p>0,05). CuMOTOMBI MOpaXKEHUsI
IIHC na nepBOM Troay >KU3HU OTMEUYEHBI Y OOJILITMHCTBA
00clIeIOBaHHBIX JeTeil o6enx rpymm — 56 (93,3%) u 18
(81,8%) cootBercTBeHHO (}*=2,424; p>0,05).

ITo pesynbpraTamM HaIllerO0 WMCCIIEAOBaHUS, K30TeH-
HBIM (aKTOpOM pucKa (HOPMUPOBAHUS TPYIIIBI YaCTO
OOJICIONINX Y JHeTeil, pPOAMBIIMXCA C TIpUMEHEHUEM
BCTIOMOTATEJbHBIX PEMPOMYKTUBHBIX TEXHOJOTUIA, CITy-
SKUT WCIOJb30BaHUE aHTHOAKTepUATbHBIX IpErapaToB
MPU HEOCTIOXKHEHHOM TEUEHUU OCTPHIX PECITMPATOPHBIX
nHdekuuii. Yacroe ucnosib3oBaHNWE aHTUOAKTEpUAb-
HBIX MPEMapaToB pacleHUBaeTCs KaK OANH U3 (PaKTOPOB
pucKa HapylIeHUsI UMMYHHOI PeaKTUBHOCTH OpTaHU3Ma
pebeHKa. B rpynme HabroneHns Ha IIepBOM IOy XKU3HU
38 (63,3%) neteii MpUHUMAIU aHTUOMOTUK OTHOKPATHO,
B rpymre cpaBHeHust — 3 (13,6%; x*=15,903; p=0,000),
8 (13,3%) neteit momyyanu aHTUOGAKTepUATbHYIO Tepa-
MU0 IBAX/bI, B Tpyrine cpaBHenust — 1 (4,5%; v*=1,272;
p>0,05), 3 pa3za Ha MPOTSXKEHUU TIEPBOTO TOAa KU3HU —
4 (6,6%) pebenka (B rpyrie cpaBHeHust — 0; >=1,542;
»>0,05). Ha mepBom roay xusuu 29 (48,3%) neteit
TPyNIbl HAOMIONEHHUS TIOJMYYWIM aHTUOAKTEpUATbHYIO
Teparuio Py HEOCTOKHEHHOM TeUeHUN OCTPHBIX PECTT-
paToOpHBIX MHMEKIINIA, TOTAa KaK B TPYIIIe CpaBHEHUS —
5 (22,7%; v*=4,349; p=0,037). HeoOX0MMMO OTMETHUTD,
yto y 15 (25,0%) nmeteit TpymnIibl HAOMIOACHUST POTUTETN
CaMOCTOSITEIBHO HAaYMHAIW aHTHOAKTepUaIbHYyI0 Tepa-
MU0 TIPY TeMrepaType Teia Bbilie 38,5 Ha mpoTske-
Hum Ooyiee 3 mgHeit. HambGoiee yacto y nmereil TpymITb
HaboIeHNs Ha aMOyJIaTOPHOM 3Talle MCIOJIb30BAUCh
aMuHONIeHMIMJUTMHBL  (47,3%), wmakpomuasl (31,6%),
uedantocnopusl  (21,1%). TlpumMeHeHUE CHUCTEMHOIM
aHTMOAKTepHAIbHOM Teparmuu y JeTedl TepBOro roaa
SKU3HU TIOBBIIIAeT PUCK (POPMUPOBAHUS TPYIIITHI YACTO
6oneromux B 1,3 pasa (OP 1,32; 95% AU 1,03—1,69).

Hamu ycTaHoBIeHO, YTO OTCYTCTBME BaKIWHAIIUU
MPOTUB TeMOMUIbHONW WHMEKIUU y OeTeil TPYyIHOTro
BO3pacTa, POAUBIIMXCS C TTOMOIIBIO BCITOMOTATEIbHBIX
PENPOAYKTUBHBIX TEXHOJOTUIA, TIOBBIIIACT pecIrpa-
TOpPHYIO 3ab0jeBaeMoCTh B 2,5 paza (OP 2,593; 95% U
1,568—4,286). MMMyHU3aIui0 MPOTUB TeMOMWIBHOM
WHOEKIIMY Ha TIEPBOM TOIY KWU3HU MOJyJIrn Bcero 10
(16,6%) nmeteit Tpyrmbl HAOTIOAEHUS, B TPYIIIe CpaBHe-
s — 18 (81,8%; x*=30,387; p=0,000). Heobxomumo
oTMeTUTh, 4To ¥ 31 (51,6%) pebGeHka TpyIIbl HaOJIO-
JIEHWST BBISIBIEHBI HApyIIEHWSI CPOKOB WMMMYHM3aLIMU
Ha TIePBOM TOIy JXU3HU B COOTBeTCTBUM ¢ HammoHasb-
HBIM KaJieHIapeM; B TpyIIie CpaBHEHUST HapyIIeHUs
CPOKOB MMMYHU3aIIMY Ha TIEPBOM TOIY KU3HU ObLIN Y 6
(27,3%) neteir (x*=3,868; p=0,049), uyTO OGBLTO OOYCIOB-
JIECHO MEIWIWHCKUMU TIPOTUBOMOKA3aHUSIMU W OTKa-
3aMU poauTesieil. BakiMHamo MpoTUB BUpyca TPUIIIa
Ha TIepBOM TONy KU3HU mojyunau Bcero 17 (28,3%)
JeTeil TpyMIbl HAOMIOAeHYsI, B TPYyIIie cpaBHeHUsT — 14
(63,6%; x*=8,533; p=0,003).

ITo MHEHWIO CMEeLMaTUCTOB, BBICOKME TTOKAa3aTeNn
oOpallaeMoCT 3a MEIWIIMHCKOW TIOMOIIBI0 W TIpe-
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obGyagaHue JieTKuX (OpM pPecruMpaTOpPHBIX BUPYCHBIX
nHdeKIMA y 1eTeil, 3a4aTbiX ¢ IPUMEHEHUEeM BCTIOMOTa-
TEJbHBIX PENPOAYKTUBHBIX TEXHOJIOTUI, CBSI3aHbI C OCO-
OCHHOCTSIMU OTHOIIIEHUSI WX POAMTENEH K 3I0POBBIO
CBOMX JIETei, B TOM YKCJIE C TIOBBIILIEHHOW TPEBOKHOCTHIO
1 CKJIOHHOCTBIO K TIOUCKY 00JIe3Hel 1 UX JieueHuto [24].

3akovyeHue

VY yacTo Goserommx aeTeit, pOANBIIMXCS C TIOMOIIBIO
BCITIOMOTaTeJbHBIX PENPOAYKTUBHBIX TEXHOJIOTUIA, KIIH-
HUYECKM Hanbosiee 3HaYMMBIMU (akTopaMu (OopMUpo-
BaHUSI PEUMIMBUPYIOLINX BUPYCHBIX MHMEKIMI CIIyKaT
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OPUINHAJIbBHbBIE CTATbU
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Analysis of molecular genetic causes of congenital heart defects in children

R.R. Aliyev!, I.Sh. Rasulov', P.A. Tarasova’, L.M. Shipilova', O.1. Gumeniuk', Yu.V. Chernenkov’,
0.S. Groznova®?
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B 10—20% cayyaeB BpoKIeHHbIE IIOPOKH CEPALA BbI3BAHBI XPOMOCOMHBIMH AHOMAJIMSIMH M MYTALIMEi TeHOB.

Ieas uccienoBanus. AHAIN3 reHeTHYECKUX MPUYHMH BPOKIEHHBIX OPOKOB CEP/IA Y IeTeil.

Marepuassi u MeTozbl. [IpoBeeH aHAIM3 HCTOPHI 0OJIE3HN U PE3YJIbTATOB MOJIEKY/ISIPHO-TEHETHYECKOro uccenoBanus 15 nerei
C BPOK/IEHHbIMH TIOPOKAMH Cepaua.

Pe3yabrarel. [Ipu npoBenennn nomnorenomHoro cekBenupoBanusi JJHK y nereii ¢ BpoKIeHHbIMH MOPOKAMH CePIla M COCYAOB
BbIsiBJIeHbI aenenus 21q22.3 ¢ ayniukanueit 4q31.1 ->qter u narorennsie Bapuantsl B renax PPPICB, FN1, PHF6, CITIED2,
ARID2, KMT24, CIT, JAG1, MED13L, ELN, CHRNA3, KCNKJ.

3akiouenne. B 0obIIMHCTBE CIydyaeB y 00C/IeJOBAHHbBIX JeTeil BPOXKIEHHbIE OPOKH Cepala ObLIM 00YCJIOBJIEHbI MATOT€HHBIMI
BAPHAHTAMHU Te€HOB WJIM XPOMOCOMHbIMM aHoMamMsaMu. Hanune BPOXKI€HHOTO MOPOKA Cepala CJOYKHUT aOCOMIOTHBIM NMOKA3aHUEM
K MOJIEKYJISIPHO-TEHETHYECKOMY 00CJIEIOBAHMIO C NeJIbI0 YTOYHEHUS NPOUCXOKIEHHS 3200JIeBAHAS M TUATHOCTHKA KOMILIEKCHOM
CHHAPOMAJILHOM MATOJIOTUH.

Karoueevie caosa: demu, SPOMaEHHble nopoxku cepdua, NONHO2CHOMHOE CeK6eeHupoeaHue, cCeKeeHupoeanue no CaHeepy.

Ansa untuposanus: Anves P.P., Pacynos W.LL., Tapacosa [1.A., LLnnunosa JI1.M., l'ymeriok O.U., YepHeHkos O.B., TposHoBa O.C. AHa-
JIN3 MOJIEKYNISIPHO-reHETUYECKUX MPUYUH BPOXAEHHbIX MOPOKOB cepaua y Aetei. Poc BecTH nepuHaton v neavarp 2023; 68:(6): 36-40.
DOI: 10.21508/1027-4065-2023-68-6-36-40

In 10—20% of cases, congenital heart defects are caused by chromosomal abnormalities and gene mutation.

Purpose. The purpose of the study: analysis of the genetic causes of congenital heart defects in children.

Materials and Methods. The analysis of the medical history and the results of Genetics and Molecular Research (GMR) in 15 chil-
dren with congenital heart defects were carried out.

Results. Genome-wide DNA sequencing in patients with congenital heart defects revealed deletion 21¢q22.3 with duplication 4q31.1 ->qter
and pathogenic variants in the genes PPPICB, FN1, PHF6, CITIED2, ARID2, KMT2A, CIT, JAG1, MED13L, ELN, CHRNA3, KCNK9Y.
Conclusion. In the vast majority of cases in the examined children, congenital heart defects were caused by pathogenic gene variants or
chromosomal abnormalities. Congenital heart defects are an absolute indication for cytogenetic and molecular genetic examination.

Key words: children, congenital heart defects, genome-wide sequencing, Sanger sequencing.

For citation: Aliyev R.R., Rasulov I.Sh., Tarasova P.A., Shipilova L.M., Gumeniuk O.l., Chernenkov Yu.V., Groznova O.S. Analysis of ge-
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Anues P.P. u coaem. AHaIn3 MOJIEKYISIPHO-TeHETUYECKUX IPUYMH BPOXKIECHHBIX TTOPOKOB Cepilia y AeTeit

BHaCTosm[ee BpeMsI BpPOXICHHBIE TIOPOKM cepila
3aHUMAIOT JIMAUpPYIOLIee MECTO IO pachpocTpa-
HEHHOCTU B CPaBHEHUM C JIPYTMMM MOPOKAMU pa3BU-
TUS W CJIyXaT BEAyLIe MPUYMHOU CMEPTHOCTU OETEU
[1-3]. TTo maHHBIM HEKOTOPBIX aBTOPOB, B CTPYKTYpe
MpUYMH TTOpoKoB cepana 10—20% oTBOAUTCS TeHeTHYe-
CcKMM T1ojjoMKkaM. HaubGoJsiee yacto BpoXXIIeHHbIE TOPOKHU
cepala BCTPEUarTCsl TIPU XPOMOCOMHBIX aHOMAaJTUSIX —
AHEYIUIOUINSIX, MOHOCOMMUSIX, TPUCOMUSIX, MUKPOIE-
JICIUSIX 1 MUKPOAYIUIMKALIUSIX: TpUCcOMUU 21-i1 XpoMo-
combl (cuHapom JlayHa), TpucoMuu 18-ii XpOMOCOMBI
(cuHapoMm 3OnaBapnaca), TpucoMum 13-if XpoOMOCOMBI
(cunapowm Ilaray), monocomuu X (cunapom Llleperes-
ckoro—TepHepa), Tpucomun X (cuHnpom KraiiHdenb-
Tepa), cuHapome Bonbga—XupiinxopHa (4p~), cMHAPOME
SAxob6cena (11q ter-), CMHApPOME <«KOIIAUYbero KpHUKa»
(TepMuHanbHas fAeneuus Sp-), cuHapome Buibsmca
(mukponenenust 7q11.23) [4—8].

C pa3BUTHEM MOJIEKYJSIPHON TEHETMKM W JIOCTYII-
HOCTU MOJIEKYJISIPHO-TEHETUUECKMX WCCIIeIOBAHUIT yBe-
JINYMBAETCSl KOJIMUYECTBO M3yYaeMbIX T€HOB, MATOTEHHbIE
BapyaHThl B KOTOPBIX MPUBOAAT K HAPYLIEHUIO Pa3BUTHSI
cepnua. K HacrosiiieMy BpeMeHU M3y4eHbl TeHbI, KOIUPY-
Jo1lMe TPAaHCKPUIMIIMOHHBIE (DAKTOPHI, PETYISTOPbI METHU-
JIMPOBaHWSI U THUCTOHOBBIX OEJKOB, O€JKW CUTHAJIbHBIX
MyTeH, YIPaBIISIONIMX POCTOM U TudhepeHIIMPOBKOI Kiie-
TOK TKaHe# cep/iia, BApMaHTbl B KOTOPbIX MOTYT CITy>KUTh
MPUYUHOM (POPMUPOBAHUS ITOPOKOB CepLia y aeTeit [6].

IHeabp uccaenoBaHus: aHAJIM3 TEHETUYECKUX TPUUYUH
BPOXXIECHHBIX TOPOKOB Cep/ilia y AETeH.

XapaktepucTtuka peteu U MeToAbl UCCNeA0BaHUSA

IMpoBeneH aHanM3 WCTOpWiA OOJE3HW W pe3yJIbTa-
TOB MojHOreHoMHoro cekBeHupoBanusi JIHK 15 neteit
B Bo3pacTe 1—18 jieT ¢ BposKAeHHBIMU TTOPOKAMM CEpIlia,
COCTOSIBIIIMX Ha JWCTIAHCEpPHOM YydYeTe y KapauoJora
U OOCIeNOBAaHHBIX B KJIWHMKE TOCIUTAIBHON TTeaua-
TPpUM YHUBEPCUTETCKON KIMHUUYECKONW OOIbHUIIBI Nl
nm. C.P. Mupotsopuesa CapaToBCKOTo rocyIapCTBEHHOTO
MeauIMHCKOro yHuBepcuteta uMm. B.M. PasymoBckoro.
BbInonHeHO ToJTHOE CeKBEHMpOBaHME TeHOMa TpY TTOM-
nepkke bmaroTBoputebHOrO (oHIA MEIUKO-COLMATb-
HBIX TEHETMYECKUX TPOEKTOB MOMOIIN «[ €HOM JKM3HW».
IIpy BBIIBICHUM TEHETUYECKMX BAapHUAHTOB Y OOJBHBIX
U WX POIUTENICH BBITIOIHSIIN CeKBeHMpoBaHKe 1o CaHTepy
WM XPOMOCOMHBI MUKPOMATPUIHBIN aHAIM3 TS BaJlv-
JIAIUY BBISIBICHHOTO BapWaHTa M CETPErallMOHHOTO aHa-
JI3a ceMbH. 3aKOHHbIE TIPEICTABUTEIN ACTel Mau MHMOp-
MHPOBAHHOE JTOOPOBOJILHOE COIJIacKe Ha TIpOBeICHHE
TeHETUYECKUX VCCIICNIOBAHMIA (TTOJTHOTEHOMHOTO CEKBEHU-
poBaHUsI, ceKBeHUpoBaHUsT 110 CaHTrepy, XpOMOCOMHOTO
MUKPOMATPUYHOTO aHajn3a) W TpeJCTaBIeHre pe3yJibTa-
TOB UCCJICIOBAHMIA B TTYOTUKALIVSX.

Pe3ynbratbl

V nereii, BKIIIOYEHHBIX B MCCJIEIOBAHUE, JUATHOCTH-
POBaHBI CJIEAYIOIINE BPOXKIEHHBIE IIOPOKHU Cepa: Hajl-

KJIAITaHHBIN CTeHO3 aopThl (n=3), BTOPUYHBII HedeKT
MeXTIpencepaHoi mneperoponku (n=3), mnepumemoOpa-
HO3HBIN Je(eKT MEXKETYI0UYKOBOI TIEPEropoaku (n=2),
JIBYCTBOPYATHII KjamaH aopThl (#=2), OTKPBITBIN apTe-
pUaNbHBII TIPOTOK (n=2), CTEHO3 JIETOUHOW apTepuu
(n=1), aHeBpu3Ma JierodyHoil aptepuu (n=1) U Kopo-
HapHo-JierouHas ¢ucrtyna (n=1).

ITpu ipoBeIeHNYU MMOTHOTEHOMHOTO CEKBEHUPOBAHUS
HoBoro nokojeHus JJHK (NGS) numb y ogHoro pebeHka
C BPOKIEHHBIM JIByCTBOPYATHIM KJIalTaHOM aOpPThI XPOMO-
COMHBIE ¥ TeHHbIe HapyIlIeHUsT He OOHapyXeHbI. JleBouka
C HaJKJIamaHHBIM CTEHO30M aopThl, TIPOIIEIIIas TaKxkKe
MpoIeaypy KapHOTUTTUPOBAHUSI, NMeJIa MHOXECTBEHHBIE
CTPYKTYpPHBIE XpPOMOCOMHBIE aHOMAaJINK: aejennio 21q22.3
n nymikanuo 4q31.1 ->qgter, OTBeTCTBEHHBIE 3a pa3BU-
THE KOMILJIeKca MTOPOKOB pa3BUTHs. IlaToreHHbIe/Bepo-
SITHO TTAaTOTeHHbIE BAPUAHTHI B Pa3TMYHBIX TeHAX TUArHO-
cTUpoBaHbl y 13 aereii (cM. TabIUILy).

VY Bcex neTeit U MX poAMTeNIei TIPU BBISIBJICHUN MyTa-
muit mo paHHbBIM NGS-cekBeHMPOBaHUS ITIPOBEAECHO
cerperalilmoHHoe ucciemoBanue B dopmate CaHrep-
Tpro (MpobaHn + pOAUTENN), TAKMM 00pa3oM Hajluuue
HYKJICOTMIIHOTO BapuaHTa BajuaupoBaHo. B 10 cioyvasix
JNETEKTUPOBAaHBl BapUaHTHI B Te¢HaX, acCOLIMMPOBAHHBIX
C ayTOCOMHO-IOMWHAHTHO HacJieAyeMbIMU 3a00JieBa-
HUSIMU, TIPU 3TOM Y 8 MpoOaHA0B BapyUaHThl BO3ZHUKIIU
de novo, 4TO yKa3bIBaeT Ha WX Kay3aTUBHOCTb. JIBoe
nereii (¢ myranusimu B reHax ELN u ARID2) ynacneno-
BaJIi MTaTOTeHHbIe BApUAHTHI TEHOB OT MaTepeid. Y marm-
€HTa M ero MaTepu C MaTOreHHbIM BapWaHTOM B TeHe
ELN, noMuMo HagKJIanlaHHOTO apTepuajJbHOTO CTEHO3a,
WMeJIUCh MPU3HAKU JUCTIIIA3UU COEAUHUTEbHON TKaHU;
MalyeHThl  HaOMIoOAAI0TC  KapAuOoJOroM TIO  TOBOAY
HaCJIeICTBEHHOTO HapyIIeHUsI COeAMHUTETbHON TKaHM.
O06a manuuMeHTa HYXAalTCs B JOTOJTHUTEIIBHOM KJIWHU-
YeCKOM 00CIeI0BaHUU C TIPUBJICUEHUEM Ty IbMOHOJIOTA,
JepMaTojiora U IPYTMX CIELMATNCTOB B CBSI3U C TEM,
YTO TAaTOTeHHBbIE BapWaHTBI 3TOTO T€Ha OTBETCTBEHHBI
3a BOBHMKHOBEHUE HE TOJIbKO HaJIKJIallaHHOTO apTepH-
aJTbHOTO CTE€HO3a, HO M PeAaKoil (POPMBI AUCTIIA3UU COe-
IVWHUTETbHON TKaHu — cuHapoma Cutis laxa. ¥ pebenka
¢ BapraHTOM B reHe ARID2 monTBepXIeHO HacjenoBa-
HUE OT MaTepy, OMHAKO MaTh MpobaHIa He oOcIenoBaHa,
OTCYTCTBYET MH(OpPMAIIs O ee KIMHUIECKOM CTaTyce.

VY naumeHTa ¢ KOpOHapoOJIeTOYHO! (ucTyaoit oOHa-
pYXXeH BapuaHT de novo B reHe PHF6, accouunpoBaH-
HOM ¢ cuHapoMoM bopbecona—®opcmana—Jlemana
(X-cueruieHHOe peneccuBHOe HacienoBaHue). CHH-
JIIPOM TIPOSIBJISIETCSI MHOXECTBEHHON CHMIITOMATHKOM,
yTo TpeOyeT HAOMIONeHUs CIEeUATUCTOB Pa3IuIHOTO
npodus.

VY 2 neteil BbISIBJIEHBI BapUAHTBI B TeHaX, CBSI3aHHBIX
¢ 3aboJieBaHUSIMU, KOTOpble MMEIOT ayTOCOMHO-pelec-
CHUBHBIM THUI HacliemoBaHUs. PeGeHOK ¢ BapraHTaMK
B reHe CHRNA3 sBnsieTcsl KOMMayHO-TeTepO3UTroTOM,
YTO TTOIIEPXKUBAET Kay3aTUBHOCTb TeHETUUECKUX TaHHBIX
(ponutenu He oOciemoBaHbl). Myrtauuu reHa CHRNA3

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)

37




OPUINHAJIbHBIE CTATbU
Tabauya. JlanHble OJTHOTEHOMHOTO CEKBEHMPOBAHMS Y I€Teii ¢ BPOXKICHHBIMU MOPOKAMH CEPIIA, BbISBJICHHbIE CHHIPOMbBI M CUMIITOMbI
Table. Genome-wide sequencing data in children with congenital heart defects, associated syndromes and symptoms
ITamuent ITaToreHHblii BADUAHT reHa Bpom:::;lg TOpoK Bbmmi‘::::}is;:fm(m”/ Cunzpom cornacao OMIM
PPPICB Jedext Mexrpen- AreHe3ust YepBs MO3- HynaH-nonoOHbI
1 (chr2:28974900G >C ¢.-87—4G>C) CEpPIOHOM IIepero- Xeyka. CHUHJIIPOM C IIOTEePEN aHa-
POIKM Atpesus aHyca TeHHBIX BoJioc (617506)
I'nomepynonaTust
C HakoIIeHueM (pudpo-
FNI HedexT mexmpen- BpoxneHHas HU3Kast HekThHa-2 (601894).
2 (chr2:216257777C>T ¢.3946G>A CEepAHOM Mmepero- KuIeyHast Hempoxoau-  CrioHauiaometabuszap-
p.Vall316Met) poaku MOCTb Hasl AUCIUIa3us ¢ yriio-
BBIMU IIEPEIOMaMU
(184255)
CITED2 Jledext Mexmpe- . JledekT MexIpencepa-
3 (chr6:139694931G>C ¢.166C>G CepIHOI Mmepero- ﬁy;c;ﬂxﬁ}g—;ﬁmgognpeo- HOI1 MeperopoaKu,
p-Leu56Val) POIKK L P 8-11 Tt (614433)
ARID2 Jledext Mexcke- 3ajepkKa yMCTBEHHOTO Cunpom Koduna
4 (12:2.45851418T>C) ANIOATOEDITONES T, chﬂIc)a U 6 (617808)
= TOPOJKU I'pyOble yepThl IuLia >
MEDI3L Hapymienue nHresiex-
(chr12-g.115968996G>C HedekT Mexcke- 3ajepkkKa yMCTBEHHOTO  TYaJIbHOTO Pa3BUTHUS
5 ENSTOdOOOZS 1928.8: ¢.6169C>G JIYAOYKOBOU TIepe-  pa3BUTHSL. C JIMLIEBBIMU aHOMAJIN -
ENST00000281928.8: p.Pro2075Ala) "OPOAKH VAR LG (165 o
e Kamu cepnuia (616789)
AyTHU3M. .
6 (@TTIGeAcIlsGoa  Mamcuanamm Bucoxopocnoers | DECEEIN
p.Gly40Arg) P CYCTaI;OB (185500)
7 ﬁ]r\;~73449729G>A c.118G>A BEOIFEETIGL e B gﬁﬂiﬁﬁ: EFIZI:HOB
. ’ CTEHO3 a0pThI CyCTaBOB P
p-Gly40Arg) (185500)
L] JIBYyCTBOPYATBII L BB T CunHapom Bunemana—
8  (chrl1:118352454C>CT c¢.3660dupT  ~ Y CTBOP JlByxctopounmii mera-  yn 2PN S
LA KJ1aIaH aopThl - TeitHepa ( )
lurmoriasus Mo30iu-
9 CcIT OTKpBITHIN apTe- CTOrO TeJa. Muxkpouedanus
(chr12:120241198T>C c.1112—5A>G) puaibHBIi IPOTOK  3amepxkka yMcTBeHHOro  (617090)
pa3BUTHS
CHRNA3
(15:2.78618796T>C JvchyHKIMST MOYEBOTO
ENST00000326828.6: ¢.202A>G . ITy3bIPsI, HAPYILIECHIE
10 ENSP00000315602.5: p.Serd47Asn), O phITE apte-  TODOK PASEHTMABIARA= o oo ek
(15:g.78601302C>"f - | DERN WPRNSE Mg BropuuHbiit CAKUT- ’
ENST00000326828.6: ¢.1340G>A curapom (191800)
ENSP00000315602.5: p.Ser447Asn)
JlyKTynsipHasi TMIIOIIa-
11 JAGI CTeHO3 JIETOYHOI ;giszzg)gng?sgg:}{”x CuHApOM AKXt
(chr20:10622430C>T ¢.2682+1G>A) aprepun P ' (118450)
HedyHukumnonupyromas
JIeBast moyKa
12 KCNK9 AHeBpU3Ma JIeToY- ADTPOIDUIIIO3 Cunapom bupk—bapens
(8:139506452- 139598213) HOIt apTepyy PTPOTP (612292)
ATIa3Ms IpaBoil MOYKU.
ATUTa3ust IMUTOBUIHOM
XKEIIE3bI. Cunapom bopbecoHa—
13 PHF6 KoponapHo- MuxpodTanbm. Dopemana—Jllemana
(X:g.134378801G>A) JeroyHas ¢ucryna JIByCTOPOHHSSI HEUPO- (3011) 900)
CEHCOPHasi TYTOYXOCTb.
3agepkka yMCTBEHHOTO
pa3BUTHS
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Anues P.P. u coaem. AHaIn3 MOJIEKYISIPHO-TeHETUYECKUX IPUYMH BPOXKIECHHBIX TTOPOKOB Cepilia y AeTeit

BEIYT K CUHIPOMY MHOXECTBEHHBIX ITOPOKOB Pa3BUTHUS,
3TO CJIeAyeT YUYUTHIBATh B XOJE JaJbHENIIEro MeIuiH-
cKoro HaOmoneHus. Y npobanna ¢ myranueid B reHe CIT
HYKJICOTUIHBII BapuaHT BBISIBIEH B TI€TEPO3UTOTHOM
COCTOSIHMM, YTO HEJIOCTATOYHO JUIS YCTAHOBJIEHUSI €ro
IMATHOCTUYECKON 3HaUYMMOCTHU. KMelomasics y pebeHKa
KJIMHHUYECKasi CUMITOMATUKA — 3aJep:KKa YMCTBEHHOIO
Pa3BUTHSI, TUTOTIA3WsI MO30JIUCTOTO TeJla — OOOCHOBBI-
BaeT HEOOXOAMMOCTh ITOMCKA CTPYKTYpPHOTO BapHaHTa
JTAaHHOTO TeHa (He BbIsIBIEHHOTO Tipy npoBeneHuu NGS).
BynmeT mpono/mkeHO MCClieoBaHUE METOIOM XPOMOCOM-
HOT0 MUKPOMATPUYHOTO aHAaJIM3a.

00cyxaeHue

BposkneHHBIE TTOPOKM cepAlla — pacrpocTpaHeHHbIe
MOJIM3TUOIOTUYHEIE 3a00J1€BaHUSI, KOTOPbIE MOTYT BO3-
HUKATb BCJICJICTBUE TEHETHMUECKUX NeheKTOB, Ha (oHe
TOKCHUYECKOTO BO3IECMCTBUS JIEKAPCTBEHHBIX MPENapaTon
Ha TUTON BO BpeMsl OEpeMEHHOCTH, B CBSI3M C COMaTHUe-
CKUMHU WM WHMEKIMOHHBIMU 3a00JIeBAaHUSIMUA MaTepu
u 1o ApyruM npuurHaM. [1o nanasiM S. Rong 1 coasr. [9],
TeHeTUYEeCKU IeTePMUHUPOBAHHBIE BPOXIEHHbIE TTIOPOKU
cepaula auarHocTupylorcs y omHoro u3 100 mereid.
Ilpu croHTaHHO TIpepBaHHOW OGepeMEHHOCTH BPOXKICH-
HbIe TTOPOKU cepaua BuisiBistioTes y 10% mmomnos [10].

KnuHnueckast cuMIITOMaTHKa TTOPOKOB — cepilia
HEMHOTOUYKCIIeHHa. B OCHOBHOM 3TO MpOSIBIIEHUST HEO-
CTATOYHOCTU KPOBOOOpAIEHUS B OOJBIIOM WM MaJOM
Kpyre TIpU JEKOMIIEHCUPOBAHHOM TEYeHUU TOpOKa
WY OTCYTCTBUE KIIMHUYECKUX TTPU3HAKOB (KpOMe IIyMa
B cepille) Py KOMITIEHCUPOBAaHHOM TedeHUH. CIIOXKHBIE
U CcOoYeTaHHbIe BPOXKIEHHBIE MOPOKM Cepala HEepemKo
BCTPEYaloTCs TIPU TeHETUYECKUX CUHIPOMaX, HO B 00JTb-
IIWHCTBE CJyJ4aeB Mbl HaOJIOgaeM U30JIMPOBAHHBIE, TaK
Ha3bIBaeMble HecTeln(pUIecKre, BpOXICHHbIE TTOPOKU
cepilla Kak eIWHCTBEHHOE KIWHUYECKOE IPOSIBIICHUE.
B 1ies1oM BpoOXKIEHHBIE TTOPOKM cepiaila — 3TO TeTepo-
TeHHasl TpyIna MaabhopMallii ¢ pa3TUnIHbIM YPOBHEM
MOpaXXeHUs U KIMHUYECKUMU (hOpMaMU.
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Anti-relapse therapy in children with chronic secondary pyelonephritis: evaluation
of effectiveness and rationale for a differentiated approach
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'Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia;
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B HacTosiiee BpeMsi €IMHOIi CHCTEMbI IPOTHBOPELMIMBHOTO JieYeHHs MHeIoHePUTa y JeTeil He CYlIeCTBYeT.

Lenp nccaenoBanus. Onenka nenecoodpa3HocTu Ha3HAUYeHs U 3¢ ¢eKTHBHOCTH PA3IMYHBIX CXeM MPOTHBOPELMANBHOIN Tepanuu
ISl PEI0TBPALIEHHS] 000CTPEHHIi 3200JeBAHNS Y IeTeil ¢ XPOHMYECKUM BTOPHYHBIM MHET0He)PUTOM.

Marepuaisl 1 MeToabl. B uccaenoBannu npunnmMany ysactue 158 nereit ¢ XpoHH4ecKUM BTOPHYHBIM NUeJI0He()PUTOM B BO3pacTe
ot 2 1o 14 aer, B Tom uyucie 130 (82,3%) nesouek u 28 (17,7%) manpbunkos. /letn ObliIM pacnpeaeeHbl B CJIeIYIOUIE TPYNIbI:
rpymna A (n=32) — dypa3unun 14 axeii, nporuBopeuauBHas Tepanus yepe3 12 mec; rpynna b (n=34) — dypasunun 14 anei,
najee kaHepon 1 mec, npoTuBopenuauBHas Tepanus yepe3 12 mec; rpynna B (n=34) — kanedpon 3 mec, npoTMBOpeLMANBHAS
Tepanus yepe3 12 mec; rpynna I' (n=30) — dypa3uaun 14 nneii, nanee kanegpoH 1 mec, npoTMBOpenMINBHAS Tepanus yepe3 6 mec;
rpymna JI (n=28) — dypasuaun 14 nxeil, npoTMBOPEMANBHAS Tepanus He NPOBOIMIACD.

Pe3yabTaTsl. YCTaHOB/IEHO, YTO YACTOTA PELUMIMBOB XPOHHYECKOTO BTOPUYHOTO NueioHedpura 3a 24 mec HaOoieHus B rpynmne A
cocrasuia 28,1% (n=9), B rpynne b — 14,7% (n=5), B rpynne B — 20,5% (n=7), 8 rpynne I' — 10% (n=3), B rpynne /| — 42,9%
(n=12). Cpoku peaju3anMy penyIuBa XPOHHYECKOTO BTOPUYHOTO nuejioHedpuTa ObLIM PasinYHbIMH, ¢ HANOOJIBIIMM MPUPOCTOM
J10J1M MANKMEHTOB ¢ 000CTPpeHns MM B epuoa ot 6 10 12 mec. Cpennsisi YacToTa pelIMBOB B roji B Karamue3e y Bcex (n=158) nereii
cocrasmwia 1,4 [1,2; 1,6], 3a BpeMsi MPOCHEKTUBHOrO HAOJIONEHHS OTMEYEHO CTATHCTHYECKH 3Haunmoe (p=0,001) cHinKenume
yacToTsl penuausos 10 0,36 [0,2; 0,79].

3akmouenue. [TonyyeHHble JaHHbIE MOATBEPKAAIOT 1EJI1eCO00PA3HOCTH NPOTUBOPENUIMBHOI Tepanuy y AeTeii ¢ XPOHHYECKUM BTO-
PUYHBIM NHeoHedpuTOM.

Karoueewte caosa: demu, nuearonegppum, npomusopeyudusnas mepanus, Kanegpon, gpypazuoun.

Ana untupoBanus: EpemeeBa A.B., [nuH B.B. [lpotuBopeuwvavBHas Tepanus y AETel C XPOHUYECKUM BTOPUYHBLIM MNEI0Heppu-
TOM: OLeHKa 3(pPEKTUBHOCTU 1 060CHOBaHWe AndoepeHUpoBaHHOro noaxoada. Poc BectH nepuHaton v neavarp 2023; 68:(6): 41-49.
DOI: 10.21508/1027-4065-2023-68-6-41-49

Currently, there is no unified system of anti-relapse treatment of pyelonephritis in children.

Purpose. To assess the feasibility of prescribing and effectiveness of various anti-relapse therapy regimens to prevent exacerbations
of the disease in children with chronic secondary pyelonephritis.

Materials and Methods. The study involved 158 children with chronic secondary pyelonephritis aged 2 to 14 years, including 130 (82.3%)
girls and 28 boys (17.7%). The children were divided into the following groups: Group A (n=32) — furazidine — 14 days, anti-relapse therapy
after 12 months; Group B (n=34) — furazidine — 14 days, then — Canephron 1 month, anti—relapse therapy after 12 months; Group C
(n=34) — Canephron 3 months, anti-relapse therapy after 12 months; Group D (»=30) — furazidine — 14 days, then — Canephron 1
month of anti—relapse therapy after 6 months; Group E (n=28) — furazidine — 14 days of anti-relapse therapy was not performed.
Results. It was found that the recurrence rate of chronic secondary pyelonephritis for a 24-month follow-up in Group A was 28.1%
(n=9), in Group B, 14.7% (n=5), in Group C, 20.5% (n=7), in Group D, 10% (n=3), in Group E, 42.9% (n=12). The timing
of relapse of chronic secondary pyelonephritis was different, with the largest increase in the proportion of patients with exacerbations
in the period from 6 to 12 months. The average recurrence rate per year in the catamnesis in all children (n=158) was 1.4 [1.2—1.6],
during the prospective follow-up, a statistically significant (p=0.001) decrease in the recurrence rate to 0.36 [0.2—0.79] was noted.
Conclusion. The data obtained confirm the feasibility of anti-relapse therapy in children with chronic secondary pyelonephritis.

Key words: children, pyelonephritis, anti-relapse therapy, Canephron, furazidine.

For citation: Eremeeva A.V., Dlin V.V. Anti-relapse therapy in children with chronic secondary pyelonephritis: evaluation of effectiveness and
rationale for a differentiated approach. Ros Vestn Perinatol i Pediatr 2023; 68:(6): 41-49(in Russ). DOI: 10.21508/1027-4065-2023-68—-6-41-49

© Epemeesa A.B., [lnm+ B.B., 2023 119991 Mockaa, yi1. Tpy6erkas, 1. 8, ctp. 2

Anpec s koppecnonnenuuu: EpemeeBa AnmHa BrnanmmupoBHa — [I.M.H., Jnmn Branumup BUKTOPOBHY — JIL.M.H., IPO(., PyK. OT/E/Ia HACIEACTBEHHBIX
npod. Kadbeaphl MeANAaTPUN U AETCKUX MH(EKIMOHHBIX GonesHei KinHuye- 1 npuoGpeTeHHbIX GonesHeil mouek umenn npodeccopa M.C. Wrnarosoii,
CKOT0 MHCTUTYTA IeTcKOro 310poBbst M. H.®. ®uatosa Ilepsoro Mockos- 3aM. Mp. [0 Hay4HOIi pabore Hay4uHO-HCCIEN0BATEILCKOTO KIMHIYECKOIO
CKOTO IroCy1apcTBEHHOTO MEeAUIIMHCKOTO YHUBepcuTeta M. .M. CeueHosa, MHCTUTYTA NeinaTpun uM. akagemuka 0.E. Benbtuinesa,

ORCID: 0000—0002—2892—4665 ORCID: 0000—0002—3050—7748

e-mail: alinaeremeeva@yandex.ru 125412 Mocksa, ya. Tanaomckas, 1. 2

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)




CBOCBpeMCHHaH W aleKBaTHasl aHTUOaKTepuabHast
Tepanus peluauBa MreoHeMprTa MO3BOJISIET CHU-
KaTb PaCIpOCTPAaHEHHOCTh MUKPOOHO-BOCTIATUTEb-
HOTO TIpolecca B TYOYJIOWMHTEPCTUIIMATLHON TKaHM.
PaspaboTka MepompusITUIA IO CHMXEHUWIO YacTOThI
pPEUMIVBOB y JeTell ¢ MHUKPOOHO-BOCTIATUTEbHBIMU
3a00JIeBaHUSIMU TIOYEK TIPUBJIEKaeT 0co00e BHUMaHUE
yueHsbIX [1, 2]. [IpyuMeHeHrEe ONTUMAaIBHBIX CXeM TTPOTH -
BOPEIUAMBHOTO JICUCHUS TIPU TIUEIOHE(PUTE TTO3BOJIUT
YMEHBIIUTD YaCTOTY 00OCTPEHU, YTO CHU3UT BhIpAXKeH-
HOCTb (PUOPO3UPYIONIUX MPOLIECCOB B TTOYEYHOM MapeH-
XUMe, TIPeIOTBPATUT (HOPMUPOBAHUE HOBBIX OYaroB
HehpocKIepo3a M CHUBUT TEMITBI TTPOrPeCCUPOBAHUS
XpPOHMYECKOM 00JIe3HN mouek [3—5].

B 3apyOexHoli JuTepaType MOXHO BCTPETUTH
GOJIbIIIOE  KOJUYECTBO MCCIIEAOBAHMM, TMOCBSIIEHHBIX
MMPUMEHEHUIO JIUTUTENIBHBIX KYPCOB DPA3JIMYHBIX aHTHU-
GakTepuaJbHBIX TIpernapatoB B HM3KUX J03aX B Kaye-
CTBE MPOTUBOPEIMANBHON Teparmnu y TAlUEeHTOB
C PEUUAVBUPYIOIIMM TeYeHWeM TueloHedpurta [6].
B MupoBoil nennaTpuyeckoil mpakTuke Haubosee pac-
MPOCTPAaHEHO TIPUMEHEHUE HU3KHUX ITO3MPOBOK aMOK-
CULIWJJTMHA, B TOM YKCJie B KOMOWHAIIMU C KJaByJa-
HOBOI KHCJIOTOI, a Take TPUMETONpPUMa B KadyecTBe
MOHOTEpaINy WIN B KOMOMHAIIM C CyJIb(aMeTOKCa30-
oM (Ko-Tpumakcoson) [3, 7]. Ilo pesynbraram omHOTO
U3 MOCTIETHNX CUCTEMHBIX 0030pOB, B KOTOPOM CpaBHU-
Ba 3G @MEKTUBHOCTb PA3TUIHBIX CXEM MPOTHUBOPEIIN-
JIUBHONM Tepamuu, MOATBepkaAeHa 3(P(hEeKTUBHOCTD MPU-
MEHEHUsI MaJIbIX 03 aHTMOAKTepUaTbHBIX TperapaToB
JUTST CHYDKEHUST pUCKa pelMavBa MUeIoHe(puTa y Tau-
€HTOB TIOCJIe TIEPBOTO 3MMU30/1a 3a00JIeBaHUS U GOJBHBIX
XPOHUYECKNM BTOPUYHBIM MuesoHedpuTom [5]. B To xe
Bpemst S.S. Alsubaie ¢ coaBt. (2019) [8] nenaroT BHIBOIBI,
910 3(P(HEKTUBHOCTh MPUMEHEHUST aHTUOAKTEPUATbHBIX
MpernapaToB Uil TPOMWIAKTUKU PEIUINBOB TTHENIO-
HepuUTa OCTAETCST HESICHOU B CBSI3U C HEBO3MOXKXHOCTBIO
000011IeHNsT pe3yJIbTaTOB HEONTUMAIBHO CIUIAHUPOBAH-
HBIX KJIMHWYECKUX MCTbITaHuil. HecMOTpst Ha Hanmnuue
OOJIBIIIOTO KOJIMYECTBA MCCJIENOBAaHUI, BOIIPOC 11€71eCO-
00pa3HOCTM Ha3HAYeHUS aHTUOMOTUKOB M YPOCETTH-
KOB C 1IEJTbI0 TPO(MMIAKTUKY PEIIUANBOB MHeToHe(GpUTa
ocTaeTcs TpenMeToM auckKyccuit [9]. DddekTuBHOCTh
TaKo# Mpo(MIaKTUKU TTOCTaBIeHa IO COMHEHUE B PsIIe
CHCTEeMaTUYEeCKNX O030pOB, B TOM YMCJIE OITyOJMKO-
BaHHBIX ujeHaMM KOKpaHOBCKOTO COTPYIHUYECTBA
(Cochrane Collaboration). HewmanoBaxHyio Tmpooiemy
MPEACTaBIsIET TAaKXKe POCT YCTOMYMBOCTU TATOTEHHBIX
MHMKPOOPTaHMU3MOB K aHTMOAKTepHaJIbHBIM TTperapaTtaM
C TIOSIBJICHUEM TIOJIMPE3UCTEHTHBIX 1TammoB [ 10, 11].

Ha tepputopuu ctpan CHI', a Takke B psine cTpaH
Bocrounoit EBponbl s mpodwiakTMKu MHQEKIUi
MOYEBOI CHUCTEMBI JOCTYIEH K TpUMEHEeHUIo (hypas3u-
nuH [12]. dypa3uauH — TPOU3BOAHOE HUTpOdypaHa,
o0JialaeT 3HAYNTENBHO JIyUIleld TTePeHOCUMOCTBIO, YeM
Hurpodypan. Hng dypasumnmHa xapakTepHa W HamOo-
Jilee BBICOKAasi MaKCHMaJIbHasl TIepeHOCUMast 103a Cpeau

OPUINHAJIbBHbBIE CTATbU

Bcex mpenapaToB HUTpodypaHoBoro psina (2000 mr/kr
MpU OIHOPA30BOM BBEJAEHUM TMperapaTa BHYTPUXKETY-
JIOYHO B ombiTax Ha Mbimax) [13]. [Ipu nmpueme BHYTpb
¢dypasuauH BcacbiBaeTCsl IMyTeM TipocToit auddysuu
B TOHKOW KUIIIKe, MPEUMYIIECTBEHHO B TOIB3IOLIHOM,
a 3ateM MeTabonm3upyercs B nedeHu. C MOYOIl BEIIC-
JISIETCS 0KOJI0 6% HeM3MeHeHHOTO Tpenapara, mpu 3TOM
ero KOHIIEHTpaIlMsl B MOYe TpeBbIIIaeT 0aKTepruOCTaTU-
YEeCKYyIo.

Hpyrum criocobom nmpouIakKTuK UHGpEKIN Mode-
BOI1 CUCTEMBI SIBJISIETCSI UCTIOJIb30BaHME TIPEIapaToB pac-
TUTEJIBHOTO TIPpOMCXOXAeHUsI. OTHOCUTENBHO IIMPOKO
HCCIIeI0BaHO MTPUMEHEHUEe CoKa KJIIOKBBI. B n1ByX pabo-
Tax TMPOAEMOHCTpUPOBaHa 3(PHEKTUBHOCTH TpenapaToB
M3 COKa KJIIOKBBI C TTOBBIIIEHHBIM COIEpP>KaHUEM ITIPO-
AHTOLMAHUIWHOB B CHWXEHWUW 4YacTOTHl PELUMINBOB
nHdekuuit MmoueBoit cucteMsl [14, 15]. Bmecte ¢ Tem
BBITIOJIHEHHBI B 3TO e BpeMsl CUCTeMaTUYeCKuii 0030p
KokpaHOBCKOTO cOTpyaHMYECTBA MOKa3ajl, YTO UCHOJIb-
30BaHNE KIIIOKBEHHOT'O COKa HE CHMXKAJIO OOIIEro Yyucia
MalMeHTOB, ¥ KOTOPBIX TeueHHe WH(EKIUM MOYEBOM
CHCTEMBl TIPUHSUIO PELUIUBUPYIONINIA Xapaktep [16].
OpnHako 6oJiee MO3AHUI cUCTEMaTUUeCKUiA 0030p TTpojie-
MOHCTpUpOoBa 3¢ (GEeKTUBHOCTD MpernapaToB U3 KITOKBbI
MO CPaBHEHUIO C T1ale00 10 CHUXKEHUIO YaCTOThI PELiM-
IWBOB nueoHedpura [17].

K ¢uronpenapataMm, moay4yMBIIUM IIMPOKOE pac-
npocTpaHeHue, oTHocuTcs Takke Kaneppon H —
KOMOMHUPOBAHHOE PAaCTUTEJIbHOE CPENCTBO, B COCTaB
KOTOPOTO BXOAMUT TTOPOILIOK TpaBbl 30JIO0TOTHICSTYHUKA
(Centaurii herba), mopoiiok KopHs jtoouctoka (Levis-
tici radix) v MOPOIIOK JIMCTbeB po3MapuHa (Rosmarini
folium); B cocTaB pacTBOpa BXOIST 9KCTPAKThl 3TUX pac-
teHuit [18]. CoracHO maHHBIM psila MCCIETOBaHUM,
MPOBeNeHHBIX in vitro W in vivo, mpenapar Kanedppon H
coyetaeT B cebe TPOTMBOBOCTAUTENILHOE, CITa3MO-
JIMTUYECKOE, aHTUAJTe3MBHOE M aHTUHOILIMIIETITUBHOE
NEeNCTBUs, a Takxke o00JagaeT MSTKUM MOYETOHHBIM
cBorictBoM [19, 20]. Kanedpon H pasperieH K npume-
HeHMIo B 28 cTpaHax, BKiodast Poccuiickyio Denepa-
nuto u ['epmanuio. [1posenero 6osee 10 nccmemoBanmi
no oueHke 3pdekTuBHOoCcTM Tpenapata Kanedpon H
B TpoduUIaKTUKe peluANBOB WHOEKINUI MOYEBOM
CUCTeMBI y fieTeil. B nccinenoBaHusIX OH MOKas3ajl BbICO-
Kyt 0e30MacHOCTb TIPUMEHEHUsI, XOPOIIYI TMepeHo-
CUMOCTb, 3(PMOEKTUBHOCTDL JISI JIEYEHUS] TPU OCTPOM
LIUCTUTE W KOMOMHUPOBAHHOW Tepanmuu WHOEKIUN
MOYeBOIi cucteMnl [21, 22].

B Hacrosiee Bpemst HEOOXOIMMO OTPENeTUTh KPUTe-
pUY Ha3HAYEeHUsI, KPAaTHOCTh U CXeMBbI IIPOTUBOPEITUINB-
HOM Tepanuu sl MalMeHTOB C PeIUANBUPYIOIIUM TeUe-
HUEM XpOHUYECKOTO BTOPUYHOTO MueoHehpuTa.

Ileap wuccaenoBaHus: OIEHKA 11€JI6COOOPA3ZHOCTHU
HazHayeHUs] U 3(P(HEKTUBHOCTU Pa3IUYHBIX CXeM TPO-
TUBOPELIMINBHON Tepanuu I TpeaoTBpallleHus 000-
CcTpeHuli 3a00J1eBaHuUs y JIeTeil ¢ XPOHUYECKUM THUEJIO-
HedpuTom.
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XapakTepuctuka peten u MeTogbl UCcriefoBaHUS

Hamu mpoBeneHO TIpOCIEKTMBHOE OTKPHITOE KOH-
TpoOJIMpyeMOe UCCeAOoBaHUE B MapalleJIbHbIX I'pyTIIax.
Bcex maimeHTOB BKJIIOUAIX B UCCIIEOBAHUE HA MOMEHT
peuuarBa XPOHWYECKOTO BTOPUYHOIO TMUeToHedpuTa.
PeunnuBom cuutanu mosiBieHHe Ha (hOHE pPEeMUCCUU
XPOHUYECKOTO BTOPUYHOTO TMUeIoHe(puUTa KIMHUKO-
J1abopaTOPHBIX MPU3HAKOB TMUeToHedpUTa (MOBBIIIIEHUE
TeMIiepaTypbl Tejla; MOYEBO CUHAPOM B BUIE JIEHKO-
LIUTYpUU, OAKTEPUypUU; HEUTPOMDUIbHBIN JEHKOIIUTO3
B oOuieM aHanu3e KpoBu). B HacTosiei cratbe oTpa-
JKEHO TIpOIOJKeHWe paboThl, M3JT0XEHHO aBTOpaMU
B npeasinymunx nyonukanusx or 2019—2020 r. B nHeit
MpeaCcTaBleHbl HOBbIE TPYIMbBI TAlMeHTOB: TIpyIra
C WCMOJIb30BaHWEM B KauyecTBE IPOTHBOPEIIUANBHOMN
tepanuu npenapaTta Kanedpon H Ha npotsikeHuu 1 mec
U TIPOBEIEHUEM MMOBTOPHBIX KYPCOB Yepe3 6 Mec, a TakxKe
CpaBHEHUE C IPYIIIOi, B KOTOPOI MTPOTUBOPELIMINBHAS
Tepanus He mpoBomuiack. Kpome Toro, yBeamdumics
0o01IMiA TIeproa HAOIIONeHUS 3a TETbMU, BKIIIOUEHHBIMU
B HCCJIeIOBaHNE, KOTOPbI cocTaBui 24 Mec.

Kpumepuu 6xaoueHus: COOTBETCTBUE AUATHOCTUYE-
CKMM KPUTEPHUSIM PELMINBA XPOHUYECKOTO BTOPUYHOTO
nuesloHedpuTa, Bo3pact oT 2 1o 14 yier, BO3MOXHOCTh
yyacTusi B TPOCTIEKTUBHOM UCCJIEIOBAaHUM, COTJIache
poauTeseld MM 3aKOHHBIX TMpPeICTaBUTENIed MalueHTa
U caMMX TIallMEHTOB TOJAPOCTKOBOIO BO3pacTa Ha yda-
CTUE B UCCIeNOBaHUM. Kpumepuu uckaroueHus: CMEHA
CTapTOBOI aHTUOAKTepUAIbHOW Tepanuu, JaTeHTHOE
TeYEeHUE XPOHMYECKOTO BTOPUYHOIO mMueaoHedpuTa,
He3aBeplIeHWe BCeX OTanoB O0CIeAOBaHUs, YydacTue
B JIO0OM JPYroM KJIMHUYECKOM MCCJIEIOBAaHUMU, OTKAa3
poauTeseld WMJAM  MHBIX 3aKOHHBIX TpelCcTaBUTENeH
U ieTel MOAPOCTKOBOIO BO3pacTa OT y4acTHsl B UCCIIeI0-
BaHUU. Ycno6us 6viObieanus nayuenmos u3 uccae008anus
6 nepuod e2o nposedenus: HeCOOIIOJEHUE peXUMa Jieye-
HUsI PEKOMEHIOBaHHBIMU [JIsSI TIPUMEHEHUs Tpenapa-
TaMU, OTKa3 WIM HEBO3MOXKHOCTh MPOIOJIKEHUs HA0JII0-
JIeHUs 3a TIAllMEHTOM.

B wuccnenoBaHuu mnpuHuManu ydactue 158 mereit
C XPOHMYECKUM BTOPUYHBIM IMHUEIOHE(PPUTOM B BO3-

pacte ot 2 1o 14 net, B Tom yucie 130 (82,3%) neBouek
u 28 (17,7%) ManpumkoB. Bce TaIMeHTHI MTOCTYITAIu
B Hedposiornyeckoe otaesieHrne JleTckoit Tropoiackoit
kimHndeckoit 0ompHUIBEI Ne9 nm. I'.H. Criepanckoro.

Tlocne 3aBepiieHus: aHTMOAKTepUAIbHOW Teparuu,
npoBogumoii B TedeHue 10—14 mHeil, mauyeHTaM Ha3Ha-
yanu ¢ypasuavH U3 pacuera 3—5 Mr/CyT, pa3aeeHHBIX
Ha 3—4 npuema, Ha TIpOTSKeHUU 14 nHel u/1im KoMOou-
HUPOBAaHHBII TTperapar pacTUTETbHOTO TPOUCXOXKICHUS,
cofiepXKalluii  CTaHIapTU30BaHHbIE (DUTOHUPUHTOBBIC
BKCTPAKThl TPaBbl 30JI0TOTHICSIYHUKA, KOPHS JIIOOMCTKA
u ictheB po3mapuna Kanedpon® H («buonopuka CE»,
T'epmaHMsT) B BO3PaCTHBIX TO3MPOBKaX (IeTu 2—6 j1eT —
no 15 xanens 3 pasza B aieHb; 7—12 j1eT — mno 25 Kanenb 3
pasa B 1eHb). PacnipeneneHue neteil Ha rpyniibl B 3aBU-
CUMOCTH OT CXEMBbI MPOTUBOPEIIUANBHOI TepaIru Mpe/I-
CTaBJIeHO Ha puc. 1.

TMaumentsr rpynmsl A (n=32) nonydanu ¢ypasu-
IVH Ha IpoTsbkeHnu 14 gHeir. B orcyrcTBue penmmuBa
B TeueHUe 12 Mec OT MOMEHTa BKJIIOUCHHS B UCCJIEIOBA-
HUEe TIPOBOAWIACH MPOTUBOPEIMAMBHAS Tepanust Qypa-
3UIMHOM Ha MPOTSLKeHUM 14 THe.

B rpynne b (n=34) nauuneHTsl nosyyanu ypasuanH
Ha npoTsikeHuu 14 qHeit, 3ateM B TeueHue 1 mec Kaned-
POH B BO3pAacCTHBIX I03MpOBKax. B oTcyrcTBue pennnnsa
B TeueHue 12 Mec OT MOMEHTa BKJIIOUCHHS B UCCJIEIOBA-
HUEe TIPOBOAWIACH MPOTUBOPEIIMAMBHAS Teparnust Qypa-
3UIMHOM Ha MPOTsKeHUU 14 mHeit, mocsie 3Toro B Teve-
Hue | Mec KaHe(pOH B BO3PACTHBIX T03MPOBKaX.

TMaumnenTtam rpynmsl B (n=34) npoBoauiack Teparnust
KanedpoHOM B BO3pacTHBIX TI03MPOBKAX B TEUEHUE 3 MEC.
B otcyrcTBHMe penyauBa B TeueHue 12 Mec OT MOMeEHTa
BKJTIOUEHMUSI B UCCIIEI0OBAaHKE ITPOBOIMIIACH TIPOTUBOPELI-
nuBHas Tepanust KanedpoHom B TeueHue 3 Mec.

B rpynnie I' (n=30) Tepanus dypasuanHOM OCyIIecT-
BJISLIACh Ha TIPOTsKeHUN 14 mHeit, 3ateM B TeueHue 1 mMec
KanedpoHn B Bo3pacTHbIX mo3upoBKax. B orcyrcrBue
peluanBa B TedeHWe 6 MeC OT MOMEHTa BKITIOUEHWUS
B MCCIIe0OBaHKe TTAallMeHTaM TPYIIbI [T TpoBOAMIIN MPO-
TUBOPEIUIIMBHBINM KypC Tepanuu: ¢hpypasuanH Ha MPOTsi-
xeHnu 14 qHeit, 3aTeM B TeueHre 1 Mec KanedpoH B Bo3-
pPacCTHBIX JIO3MPOBKaXx.

Bce nayuenTsl (n=158): ctapToBas Ab-Tepanus uedanocnopuHbl TPETbEro nokonenus 10-14 aHen

. .

. .

yepes 12 mec MPT yepes 12 mec

pynna A Mpynna b (n=34) pynna B Mpynnal (n=30) — _
(n=32) dypasvanH 14 (n=34) dypasnanH — Fpglnaa,);l,m(nm?S)
dypasnanH OHeNn, 3aTeM KaHnedppoH 14 poHen, 3aTtem 14ypHe17| ‘D.I'IPT
14 pHen, MPT KaHedpoH 1 mec, 3 mec, NPT KaHedpoH 1 mec, Anet,

yepes 12 mec

MPT yepes 6 mec He NposoAnnace

Puc. 1. Pacnipenenenue neTeii Ha rpynnbl B 3aBUCUMOCTH OT CXeMbI IPOTHBOPEIUIUBHOI TePANHH.
AB-Tepanus — anTuéakTepuaibHas Tepanust; [IPT — npoTruBopenuauBHas Tepanus.
Fig. 1. Distribution of children into groups depending on the scheme of anti-relapse therapy.

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)

43




IMauunenTts! u3 rpynnst 1 (n=28) nonyuyanu ¢dypasu-
IIUH Ha nipoTsikeHuu 14 nHeit. [ToBTOpHBIE KypChI TPOTH-
BOPEIMINBHON Tepary He TIPOBOIUIINCH.

B KkavecTBe MOIOJTHUTETBHOUW Tepanmuu y mAereit
C XPOHWYECKUM BTOPUYHBIM MHETOHe(DPUTOM Ha (hoHE
HEUPOTeHHOUN MUCHYHKIINN MOYEBOTO ITY3BIPST MCITONb-
30BaJic PEXUM PETYISIPHBIX MPUHYIUTETbHBIX MOYe-
HUCMIYCKaHUi (Kaxble 2—3 4 B JHEBHBIE Yachl), MTAHTO-
ram (25—50 mr/kr/cyt B 3 npuema Ha | mec, 2 pasa B ron)
wim nukaMmuwioH (40—100 mr/cyt B 3 mpuema, Ha 1 mec,
2 paza B ron). [laupeHtam ¢ oOMeHHBIMU HedporaTh-
MM (oKcayiaTHasi HepporaTusi) TTIPOBOAWIOCH KypCOBOe
JIedeHNe TUPUIOKCUHOM (TTMPUIOKCUHA TUAPOXIIOPU]T
2—5 mr/cyt 1 pa3 B ieHb Ha 1 Mec, 2 pa3a B rof), TUTIOOK-
cajloreHHasi 1ueTa.

CTaTucTUYECKYI0 00pabOTKY MOJYYEHHBIX JaHHBIX
OCYUIECTBJISUIU C UCITOJIb30BAHUEM TaKeTa MPUKJIAIHBIX
nporpamm Statistica v. 12.0 (StatSoft Inc., CILIA) u Stat-
Tech v. 2.2.0 (pa3zpaborunk — OOO «Crarrex», Poc-

H [leBouku, (%)
™

o}

0
° ‘
|

81,2

I 79,4

B Manbuukn, (%)

OPUINHAJIbBHbBIE CTATbU

cus). Pasnmuuus cuuTanyd CTaTUCTUYECKU 3HAYUMBIMU
npu p<0,05.

Pe3ynbTathl uccnepoBaHus u o6cyxapeHune

CpaBHUBaeMble TPYMIbl IETEH C PELUIUBOM XPO-
HUYECKOro nuesnoHedpuTa ObUIM COMOCTAaBUMBI MO BO3-
pacty (p=0,38) u rennepHoMy cocTaBy (puc. 2). Bo Bcex
rpynrax HabaoaeHus rpeoodnananu nesouku (p=0,001),
YTO COOTBETCTBOBAJIO aHATOMO-(U3NOJOTUYECKUM OCO-
OEHHOCTSIM, XapaKTePHbBIM JIJIs1 )KEHCKOTO OpraHu3Ma.

Yactora OOCTPYKTHUBHBIX (OpraHuyeckux u GyHK-
IIMOHATBHBIX) HApPYIICHUN YPOOTWHAMUKUA UM OOMEH-
HOW TaTOJIOTUU Y OOJBHBIX XPOHWMUYECKUM BTOPWYHBIM
nuesoHeGpuTOM MpencrapiaeHa Ha puc. 3. [lo yacrote
OOCTPYKTUBHBIX (OPraHUYECKUX U (PYHKIIMOHAIbHBIX)
HapyllIeHUH ypoAMHAMUKU U OOMEHHON MaToJOTUU
MEXIy W3yJ4aeMbIMHM TPYIIIAMU C XPOHWYECKUM BTO-
PUYHBIM  TMHUEJOHEMDPUTOM JIOCTOBEPHBIX  pa3IUYMii
HE BbISIBJIEHO.

W CpepgHui Bo3pacT, roabl (Me)

82,1

@« ©
S ~ S 5 =
- < N © -
LO ~—
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Puc. 2. Bo3pacTHOii ¥ reHIepHbIi COCTaB 00C/IeI0BAHHBIX AeTell (7=158) B Ha0MOIaeMbIX Tpynmax.
Fig. 2. Age and gender composition of children (#=158) in the observed groups.
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Puc. 3. O6CTpYKTHBHBIE HADPYLIEHHS] YPOAUHAMUKYA U 00MeHHAas matoJiorus y nereii (n=158) ¢ XpoHn4ecKuM BTOPHIHBIM

nuesnoHedpurom, %.

IIMP — ny3bipHO-MoueTouHHKOBBI pedumiokc; HIIMII — neiiporennas muchynkuus movesoro my3sipsa (HIMII).
Fig. 3. Obstructive urodynamic disorders and metabolic pathology in children (n=158) with chronic secondary pyelonephri-

tis, %.
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V nmanmeHToB ¢ XPOHUYECKUM BTOPUYHBIM TTHEIO-
He(pUTOM Ha MOMEHT BKIIIOUEHHUSI B UCCIIeI0OBaHUE
JUTUTENIBHOCTh  3a00JIeBaHUS] CTATUCTUYECKU 3HAYMMO
He pasnuuanach (p=0,7) Mexay u3ydaeMbIMU TPYIITIIaMHU,
a Takke Obl1a conocraBuma (p=0,08) yactoTa pelIMINBOB
B roJl HA MOMEHT BKJIIOUE€HUSI B UccienoBaHue (Tao. 1).

IMokazarenu (Me) mMapKepoB BOCTIaJIeHUSI U OlLIEHKa
a30TOBBIIETUTEILHONM (DYHKIIMU TTOYeK y AeTeil ¢ Xpo-
HUYECKUM BTOPUYHBIM THEJOHEMPUTOM Ha MOMEHT
BKJIIOUGHHUSI B MCCJIENOBaHUE TIPEACTaBIeHbI B Ta0d. 2.
MenuaHa ypoBHSI KpeaTMHWHA B HaOMIOJAeMBIX TPYII-
Max He uMela CTaTUCTUYECKW 3HAUYMMBIX pa3Tdduii
(p=0,057). Ha MOMeHT BKJIIOUEHUsI B HCCIieOBaHUE
CKOPOCTh KJIyOOUYKOBOW (MIBTpalliM Oblla COXpaHeHa
y ZeTeil BO BceX Tpyrmmax HaOMIOAeHUsI, CTaTUCTUIECKH
3HAUMMBIX PA3IMIUN MEXIY W3YJaeMbIMU TPYIIIaMU
He otMeuasochk (p=0,83).

Ha ¢one aHnTH6GaKTepraIbHOIM Tepariy BO BCEX IPYyII-
ax HaOTIONEeHUST OTMEeYeHa HOpMaJIM3alKsl O0IIeTo aHa-
JIu3a KPOBU M MOYU K 5—7-M cyTkaM JiedeHus (Me 4,5
[3; 6] mHs).

Kpureprem 3hheKTUBHOCTH pa3IMUHBIX CXeM MpPO-
TUBOPELIMINBHON Teparmuu XPOHUUYECKOTO BTOPUYHOTO
nuesloHepuUTa CYUTAIA OTCYTCTBHUE pelUanBa 3a0oJie-
BaHUs y IeTeil B TeueHue 24 Mec.

KoHTpons oOmiero aHaamM3a MOYM  TPOBOAMIN
B JEKPETUPOBAHHBIE CPOKHU, B COOTBETCTBUU C KIIMHU-
YEeCKUMU peKoMeHmanusiMu «MHOeKIn MOYeBbIBOAS -
mux nyrteir y mereii» 2015 r., yrBepxXkaeHHbIMU MUWHM-

cTepcTBOM 3apaBooxpaHeHust Poccuiickoit Meneparn
(B mepBble 3 Mec HaOmoneHus 1 pa3 B 10 nHeit, 3atem
1 pa3 B Mecsi11), a TAaKXKe JTOTIOJIHUTETLHO TIPY TTOSIBJICHU T
KJIMHWYECKUX TIPU3HAKOB MHTEPKYPPEHTHOTO 3a00J1eBa-
HUS WU peluanBa nreidoHedpura. [IpoBeneHa olleHKa
CPOKOB peaju3aly peluanBOB y IeTei ¢ XPOHUYECKUM
BTOPUYHBIM THEIOHe(PUTOM B TeueHUe 24 Mec HaOJI0-
neHus (tabn. 3).

YacToTa pelIuINBOB XpPOHUUYECKOTO BTOPUIHOTO TTHE-
JoHedpuTa 3a 24 mec HabmoAeHUsT B rpyrmne A cocra-
Buna 28,1% (n=9), npudeM HaunboOJbIlIee YUCIO AETEM
C peuMaMBaMu OBIIO TIO3IHEE 6 MeC TMOcie BKITIOUEHUS
B MICCJIEZIOBaHUE, YTO MOXKET CBUIETEILCTBOBATH O HEMIO-
CTATOYHOW YacTOTe MPOBEACHUs TPOTUBOPELIMINBHBIX
KypcoB. B rpynmne b [0 MalnMeHTOB ¢ peluanBaMK
XPOHUYECKOTO BTOPUYHOTO THeJoOHe(PpHUTa COCTaBUIA
14,7% (n=5), mpu4eM BpPEMEHHON IPOMEXYTOK pea-
JIN3alMK peluanBa ObUT B pailoHe oT 6 1o 12 Mec pexe
pelMANBEl  MHMEKIUN HaOMIOOAINCh B TPOMEXKYTKE
ot 12 no 18 mec. CnenoBaresnibHoO, B rpyrrne b achdexTns-
HOCTh OT TPOTHMBOPEIMAMBHONM Tepanmuy ObLIa BBIIIE,
yeM B TpyIme A, HO 4acToTa MPOBENEHUST MPOTUBOPE-
LIMIUBHBIX KYpCOB OblIa HeaocTaTouHOM. CpoKM peru-
IVBUPOBaHUS B Tpymie B ObIIM aHAJIOTMYHBI TAKOBBIM
B rpyre b, ogHako oISl MalMeHToB ¢ pelUIuBaMU XpO-
HUYECKOTO BTOPUYHOTO MHUeToHe(hpuTa Obllla HECKOJIBKO
Boimie 20,5% (n=7), 9TO TakXke yKas3bIBaeT Ha HEIO-
CTATOYHOCTb YaCTOTHI TPOTHBOPELIMIUBHON Teparuu.
HauMeHbIras yactoTta peluanBOB XPOHMUYECKOTO BTO-

Tabauya 1. JnutebHOCTD 3200J1€BaHKS H KOJMYECTBO PEIMINBOB B IO/l Y AeTeil ¢ XPOHMIECKIM BTOPUIHBIM NMHeJIOHe()PUTOM

(n=158) Ha MOMEHT BKJIIOUEHHSI B HCCJIeIOBAHIE

Table 1. The duration of the disease and the number of relapses per year in children with chronic secondary pyelonephritis (»=158)

at the time of inclusion in the study

I'pynna
ITapametp
A (n=32) B (n=34) B (n=34) T (n=30) I (n=28)
JlnutenbHOCTD 3a00J1eBaHuUsI, MEC 44 [36; 52] 45[38; 54] 44 [36; 52] 43 [35; 50] 42 [34; 50]
Yucino peunanBoB 1,210,7; 1,9] 1,410,9; 2,2] 1,310,8; 1,9] 1,2 [0,7; 1,8] 1,410,9; 2,1

Ilpumeuanue. JJaHHbBIC TIPEICTABJICHBI B BUIEC MEIMaHbl 1 MHTEPKBapTUIbLHOTO padmaxa (Me [Q1; Q3]).

Tabauya 2. YpoBeHb MAPKEPOB BOCNIAJIEHHUS M OIIEHKA A30TOBBIIEIUTEbHOI (DYHKINM MOYeK HA MOMEHT BKJIIOUEHHS B MCCJIeI0BA-
HH€ B MEPUOJ] PeIMINBA XPOHMYECKOTO BTOPMYHOTO nuesioHedpura y aereii (n=158)

Table 2. The level of markers of inflammation and assessment of nitrogen-releasing kidney function at the time of inclusion

in the study during the recurrence of pyelonephritis in children (#=158)

I'pynna
IToka3zarenn P
A (n=32) B (n=34) B (n=34) T (n=30) I (n=28)

CPB, mr/n 33,5[27; 41] 32,7 [29; 40] 33,1[28;43] 31,7[24;39] 32,1 [26;40] >0,05
Jleiikoumrsr, - 10°/1 16,4 [13; 19] 17,3 [14; 20] 16,2 [14; 20] 16,5[14;20] 15,7 [13; 19] >0,05
Jleitkouutypusi, . 158,2 [102; . 155,7 [88; 172,2 [1009;

e 174,5[119; 252] 200] 160 [111; 207] 195] 325] >0,05
L322 T T [9gIETET, 48,739; 62] 52,8 [40;61]  46,1[39;56]  49,5[38;64] 50,3[38;67] 0,057
MKMOJIb/JT

CK®, my/mun/1,73 m? 99 195; 103] 101 [95; 105] 100 [96; 102] 102 [94; 109] 98 [94; 101] >0,05

Tpumeuanue. JlaHHbIe MTPEACTABICHBI B BUIEe MEAMAaHbI U MHTEPKBapTUiIbHOTO pa3maxa (Me [Q1; Q3]). CPb — C-peaktuBHblii 6e10K; CKD —
CKOPOCTb KITyOOUKOBOI (DUIIBTPALIUN.
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pUYHOTO THeloHedpuTa otMedeHa B rpyrme I — 10%
(n=3), cpok peanu3aly PEUIMBOB COCTaBWI OoJjiee
12 n 18 mec, 4yTo OoTpaxkaeT MakKCUMaJbHYIO 3(GhEeKTUB-
HOCThb TIpUMEHEHUsI B KayecTBe IMPOTUBOPEIIUANBHOM
tepanuu dypasunuHa 14 nHeit, 3atrem B TeyeHue 1 Mec
Kanedpona. B rpynme I yacrota peuuauBoOB Oblia
MakcuMalbHO — 42.9% (n=12), cpoku peaau3anuu
peunarBa XpOHUYECKOTO BTOPUYHOTO MHUeTOoHehpuTa
ObITM PA3JIMYHBIMU, C HAMOOJBIIUM TIPUPOCTOM JOJU
MalMeHTOB ¢ 00OCTPEeHUSAMU B mepuofd oT 6 mo 12 mec.
Puck peumausa B rpynre I' 6bu1 B 4,2 paza HUKe, 4eM
y mauueHToB rpymnmbl J (OTHOCUTENbHBIN puck 4,286;
95% noseputenbHbIli MHTepBan 1,349—13,611). Tomny-
YeHHbIE TaHHbIE JOKA3bIBAIOT HEOOXOIUMOCTD IMPUMEHE-
HUST TIOBTOPHBIX KYpCOB MPOTUBOPELUANBHON Tepanuu
y JeTell ¢ XpPOHUYECKUM BTOPUYHBIM MHUEIOHE(DPUTOM.
IMocnenoBarenbHOe Mcnosib3oBaHUe Tpernapara KaHed-
POH TIO3BOJISIET TTOBBICUTDL 3(M(PEKTUBHOCTh TPOTUBOPE-
LIMIUBHONM Teparuy U CHU3UTD PUCK PEIIUINBA XPOHHUUE-
CKOTO BTOPUYHOTO MTHeJTIOHeMpHTA.

DdGhEeKTUBHOCTh  M30JMPOBAHHOTO  TIPUMEHEHUS
nperapata Kanedpon B TeuyeHue 3 Mec MMeeT YyTh
MEHBINYI0 3G (MEKTUBHOCTL MO CPABHEHUIO C MPUMEHE-
HUeM (uTomnpenapata B TeueHue | Mec, Ha3HAYaeMOTO
nocie 14-gHeBHOTO Kypca mpuema (QypasumuHa. DTo
00BsSICHSIETCS OOJIbIIIel aHTUMUKPOOHOW aKTUBHOCTBIO
dypazuauna. OnHako 6ojiee aauTenbHbIN Kypc KaHed-
pOHa B TeyeHUe 3 MeC TTO3BOJISIET YBETUIUTh 3(D(HEKTUB-
HOCTb JAHHOM CXeMBl TPOTUBOPEUUINWBHOM Teparuu,
yTO TIoATBepXnaercs B 1,4 paza 6ojiee BBLICOKMM PUCKOM

OPUINHAJIbBHbBIE CTATbU

peluanBa TUeloHe(dpUTa B Tpymme A MO CpaBHEHUIO
¢ rpynmoii B. JlaHHasg cxema MpOTUBOPELIMANBHOM Tepa-
MU TI0Ka3aHa TalMeHTaM C TJIOXOM MepeHOCHMMOCTBIO
Tepanuu (GypasMINMHOM WIN aJUTePTUYECKUMU peaKIv-
SIMU Ha JaHHBINA TIpenapat. MUHUMaIbHas BEPOSITHOCTh
peruarBa 6bl1a B rpymre [, 4To TO3BOJIsSIET peKOMEH 0~
BaTh TSI OOJTBITMHCTBA MAIMEHTOB C XPOHUYECKUM BTO-
PUYHBIM MUETOHE(HPUTOM MPOBOIUTH MPOTUBOPEIIUINB-
HYIO Teparnuio 2 pas3a B ToJI.

IpoBeneHo comocTaBieHWe 4YacTOThl PELMINBOB
B TOJI IO MOMEHTA BKJTIOYEHUS B MCCIemOBaHue (KaTaM-
He3) U B TeueHue 24 MeC MPOCTIEKTUBHOTO HAOIIOACHMS
y IeTeil ¢ XpOHMYECKWM BTOPUYHBIM THETOHE(DPUTOM
(Tadn. 4). B TeueHue 24 Mec nMpoOCNEeKTUBHOTO Habt0Ae-
HUS Yy OOJTBIIMHCTBA MALIMEHTOB PELUANBBI 3a00JIeBaHUS
OTCYTCTBOBaJI. MOXKHO TIPEAIONIOKUTD, YTO CHUKEHHE
YaCTOTHI PEIUAMBOB WJIK UX OTCYTCTBUE Y OOJBINIMHCTBA
MaluKXeHTOB MPU TTPOCTIEKTUBHOM HaOIIOAEHUU 00YCIIOB-
JIEHO TIPOBOIVMON y OOJBITMHCTBA AeTei TPOTUBOPEII-
IVBHOI Tepanueil XpOHWYECKOTO BTOPUYHOTO TTHENIO-
HedpwuTa.

Cpeay manyeHTOB, MMEBIIMX Ha MOMEHT BKITIOUE-
HUSI B MCCIIeOBaHWE N0 2 PEUMIUBOB XPOHUYECKOTO
BTOPUYHOTO MHeNoHedpuTa B Tom, Oojiee yeM y 50%
OTMEUEHO CHIDKEHUS YacTOThl pelnanBoB. Cpenu mamm-
€HTOB C YaCTBIMU OOOCTPEHUSIMU XPOHUIECKOTO BTOPUY-
HOTO TIeJIoHe(pUTa YMEHBIIIEHUE YacTOThl PELMINBOB
3aukcupoBaHo y 16,7%.

YunuteiBasi, YTO B  TIPENCTaBIEHHYIO  TPYITIY
n3 158 mauueHToB ¢ XPOHUYECKUM BTOPUYHBIM TTHEJO-

Tabauya 3. Yncao nereii ¢ XpoOHMYECKIM BTOPHYHBIM MHeI0HehpuTOM Oe3 penuanBoB nieoHedpuTa B TeueHne 24 Mec Haboae-

Hus (n=158
Tablfz 3. Nmzlber of children with chronic pyelonephritis without recurrence of pyelonephritis during 24 months of follow-up (2=158)
TS TOENS Or3 Or6 Or 12 Or 18
10 6 mec 1012 mec 10 18 mec 10 24 mec
A (n=32) 32 (100) 31 (96,8) 28 (87,5) 26 (81,2) 23 (71,8)
b (n=34) 34 (100) 34 (100) 31 (91,1) 29 (85,3) 29 (85,3)
B (n=34) 34 (100) 34 (100) 32 (94,1) 27 (79,4) 27 (79,4)
I (n=30) 30 (100) 30 (100) 30 (100) 29 (96,7) 27 (90)
I (n=28) 26 (92,8) 23 (82,1) 19 (67,8) 17 (60,7) 16 (57,1)

Tpumeuanue. lannvle nipencrapieHsl B Bue 1 (%).

Tabauya 4. YacTora peuaMBOB B roJ HA MOMEHT BKJIIOYEHHS B MCCJIeIOBAHNE W TIPH MPOCTIEKTHBHOM HAOIOIEHHH Y IeTei

(n=158) ¢ xponnyeckum BTOpIHBIM mreoHedputom (XBITH)

Table 4. Recurrence rate per year at the time of inclusion in the study and with prospective follow-up in children (»=158) with

chronic pyelonephritis

ITocJe BKIIOYEHHUS B MCCIE0OBAHIE

MeHee 1 penmausa (n=97)

Jlo BKJII0OYEeHHS B HCCJIEIOBAHHE

1-2 pemumusa (n=44) 3—4 pemumma (n=17)

be3 pertunuBoB XBITH (n=122) 90 (73,8)
1-2 peumauba XBITH (n=24) 7(29,2)
3—4 peuyauBa XBITH (n=12) —

Hroro: 97 (61,4)

31(25,4) 1(0,8)
11 (45,8) 6 (25)

2(16,7) 10 (83,3)
44 (27,8) 17 (10,8)

IIpumeuanue. Jlanupie npenctaieHsl B Buae 7 (%). XBITH — xpoHuveckuit BTOpUYHBIN MTUETOHEDPUT.
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Epemeesa A.B., lnun B.B. TIpoTUBOpeLIMANBHAS TEparnus y IETeil ¢ XpOHUYECKUM BTOPUYHBIM MUETOHEPPUTOM: OLIeHKA 3P (HEKTUBHOCTH. ..

He(pUTOM OBUTM BKJTIOYEHBI JETH, KOTOPBIM IPU TPO-
CMEKTUBHOM HaOJIONEHUM TIPOBOAMJIACH TAa VI WHasI
npotuBopenuanBHas Tepanus (rpynnsl A, b, B u T,
U JETU, KOTOPBIM TIPOTUBOPEUMINBHAS  Teparus
He TipoBoamiach (rpymma /1), Mbl U3yYUJIN CPAaBHUTETb-
HYIO YaCTOTYy PEIUAMBOB B IO O MOMEHTA BKITIOUEHMUST
B MCCJIeIOBaHUE U 3a BpeMsI TIPOBEJEHMSI UCCIIeTOBAHMS
B 3aBUCUMOCTH OT MOJYYEHHOTO MPOTUBOPELIMINBHOTO
sniedeHust (Tabin. 5).

Ha ¢one nmpoBeneHus pa3auyHBIX BApUAHTOB TMPO-
TUBOpeMANBHONM Tepanuu (rpynmbl A, b, Bu T') y 106
(86,8%) neteit pelMAMBBI XPOHUYECKOTO BTOPUIHOTO
nuenoHedpura orcyrcTBoBasv. Cpenu 28 mMmanueH-
toB Tpyrmbl J y 16 (57,1%) peluanBbl XpOHUYECKOTO
BTOPUYHOTO TIMeJIOHe(pUTa TaKKe OTCYTCTBOBAJIM,
HO J10J1sI OOJIbHBIX 0€3 pelUINBOB OblIa CTATUCTUYECKI
3HauuMo MeHbine (p=0,011). OOpairaeT BHUMaHWUE,
YTO y OOJBIIMHCTBA JETEi, TMOJYYaBIIUX B TPOCIIEK-
TUBHOM HCCJIEOBAHUY TTPOTUBOPELIMINBHYIO TEPAITHIO,
10 MOMEHTa BKJIIOUEHHUSI B MCCJIeI0BaHUE ObLIO MeHee
1 peunauBa B TOI.

CpenHee YMCII0 pelMaIMBOB B TOJl B KAaTaMHE3e y BCEX
(n=158) nmereii ¢ XpOHUYECKUM BTOPUYHBIM THETOHED-
putoM coctaBuio 1,4 [1,2; 1,6], 3a BpeMst TIPOCTIEKTUB-
HOTO HaOJIIOIEHUsI OTMEUYEHO CTaTUCTUYECKU 3HAYMMOE
(p=0,001) ymeHnbIleHue 3Toro nokasaresst g0 0,36 [0,2;
0,79]. CrnemoBaTenbHO, MpPOBEAEcHUE ITPOTUBOPELIMINB-
HBIX KypCOB CTAaTUCTUYECKM 3HAUYMMO CHIUKAET YacTOTY
PELMINBOB XpPOHUYECKOTO BTOPUYHOTO TTHEI0OHedpUTa.

M3 17 mauueHTOB, UMEBIINX HA MOMEHT BKIIFOUCHUSI
B McciienoBaHus 3—4 peuyauBa B 1o/, 7 ObUTU U3 TPYIIITbI
I (25% ot Bceit rpyrmsl 1) u'y 4 (57,1%) 3 HUX B TIpo-
CTIEKTUBHBIN MepHo ObLIO BBISIBJICHO TaKoe Ke YUCIIO
peruauBoB. CXomHbIe TaHHBbIE TOJNYYeHBI CPenu NeTei,
MOJIyyaBIIMX paHee MPOTUBOPEIMAMBHOE JIEUCHUE:
y 10 maumenToB (7,7% oOT obIIero ynciaa aeTeil B TpyI-
nax A, b, B u I') 6b10 Ha MOMEHT BKJIIOYEHMST B UCCIIE-
nmoBaHus 3—4 penuauBa B Tom My 6 (60%) u3 HuUX

B MPOCIIEKTUBHBINA TIEPUOJ BBISIBIEHO TaKOe Xe YHUCIIO
pelraMBOB. DTU JaHHBIE MOKA3bIBAIOT, YTO TTPOBOIMMOE
MPOTUBOPELMAMBHOE JIeYeHWe HEIOCTAaTOYHO B TPYIIIE
JIETei ¢ YaCThIMU pellaMBaMu ruesioHedpuTa. J1s Boisic-
HEHUSI 3TOTO BBHITIOJIHEHO COMOCTaBJIEHUE XapaKTepa Mpo-
TUBOPELIMIUBHOTO JieueHus y 10 ManueHToB ¢ 4acThIMU
peuyauBamu u3 rpyni A, b, Bu I (puc. 4).

Cpenu neteid ¢ 4acTbIMU pelMIMBAMM B KaTamMHe3e
y 1 pebeHka Ha hoHe TTpUMeHeHUs (pypa3uarmHa Ha Mpo-
TskeHuu 14 nHeit u 3ateM KanedpoHa B TeueHne 1 Mec
C KPaTHOCThIO 2 pa3a B rojl yIajoch TOCTUYb JTUTEb-
HOWl pemuccurd B TedyeHHWe 24 Mec TIPOCIIEKTUBHOTO
HaoOmoneHus (rpynra I'). OTMeyeHO CHUKEHUE YaCTOThI
peunnuBa 10 1—2 pa3 B rom y 2 nereit u3 rpynmbsl I
u 1 pedbeHka, rosyvasiiero (gypasuanH Ha TPOTSKEHUN
14 nHeit n 3aTem KaHedpoH B TeueHue 1 Mec ¢ KpaTHO-
cThio 1 pa3 B rom.

Hcnonb3oBaHue M30JJMPOBAHHO ¢ypasuauHa
111 TpOUIAKTUKN PelUAMBOB MeHee 3((hEeKTUBHO,
YTO TIOATBEPXKIAaeTCsl HauOOJIbIIeH J0Jieil TalMeHTOB
(50%, 3 pebenka u3 6) 6e3 MOJOXUTETbHONW TUHAMUKI
MO CHUXKEHWIO YacTOThI PelUANBA CPEIU NIEeTel TPYIIIbI
A. OTcyTCTBUE MOJIOXUTETBHON TMHAMUKHN TaKKe OTMe-
yeHo y 2 aereit (33,3%, 2 pebenka u3 6), MOJyYIaBIINX
B TeueHue 3 mec KaHedpoH ¢ kpatHocThiO | pa3 B rom.
Tonbko y 1 pebenka u3 rpynnbl b (bypasunun 14 nHeit
un 3ateM KanedpoH 1 mec ¢ KpatHocThio | pa3 B rom)
COXpaHWJaCh MCXOJHAs 4YacToTa peluadBa XpOHUYE-
CKOTO BTOPUYHOTO MuejoHedpuTa.

3aknovyeHue

TTonyyeHHbIe pe3y/IbTaThl MOKA3bIBAIOT HAMOOJBIIYIO
3¢ peKTUBHOCTE KOMOMHUPOBAHHOM Tepanuu Ghypasunu-
HoMm u KaHedpoHOM ¢ KpaTHOCTBIO TIpUMEHEHUs 2 pasa
B ron. CrenoBaresibHO, MOATBEPXKIAETCS TMOJOXUTEb-
HBII 9 (HEKT MO CHIXKEHUIO YaCTOThI pELUIMBA XPOHUYE-
CKOTO BTOPMYHOTO THeIOHedpUTa U MPOJOHTUPOBAHUS
neprofa PeMUCCUM Y TIAIIMEHTOB, TOJYYaIOIIMX KYPChI

Ta6auya 5. YacTora peuauBOB B rojJ HA MOMEHT BKJIIOYEHHS B MICCJIeI0BAHNE W IPH MPOCTIEKTHBHOM HAOIIOIEHHH Y IeTeil
(n=158) ¢ XpOHHYECKUM BTOPHYHDIM NMKEJIOHE(PPUTOM B 3aBUCMMOCTH OT CX€MbI IPOTHBOPEMANBHO# Tepanuu, n (%)

Table 5. Recurrence rate per year at the time of inclusion in the study and with prospective follow-up in children (z=158) with
chronic pyelonephritis, depending on the anti-relapse therapy regimen, n (%)

Jlo BKJIIOUEHHS B HCCJIeI0BAHHE

ITocne BKIIOYEHHs] B HCC/IeJOBAHHE Menee 1 peruausa 1-2 pennamsa 3—4 pemuausa Hroro
n=97) (n=44) (n=17)

Bbes peummusos rpynmsl A, B, Bu T (n=106) 82 (77,4) 23 (21,7) 1(0,9) 106 (67,3)
Bbe3 penmnyBoB rpymma J1 (n=16) 8 (50) 8 (50) - 16 (10,1)
1-2 peumausa rpynmnsl A, b, Bu I' (n=16) 7 (43,7) 6 (37,6) 3 (18,7) 16 (10,1)
1—-2 peunausa rpymnmna /1 (n=8) — 5(62,5) 3(37.5) 8 (5)
3—4 perunuBa rpynnbl A, b, Bu I' (n=38) — 2 (25) 6 (75) 8 (5)
3—4 permausa rpymnma /1 (n=4) — — 4 (100) 4(2,5)
HUroro: 97 (61,4) 44 (27,8) 17 (10,8) 158 (100)
W3 Hux rpynmna [1 (n=28) 8 (28,6) 13 (46.,4) 7 (25) 28 (17,7)
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OPUINHAJIbBHbBIE CTATbU

YacTtoTa peunamnsos NH (B rog) nocne BKAOYEHNS B UCCRegoBaHne
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0
A b

B bes peunavBeoB

B 1-2 peumamBa
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Puc. 4. XapakTep npoTUBOpeNMAUBHOrO Jeyenus y aereii (n=10) ¢ yactbiMu (3—4 B roa) penuauBaMu XpOHHYECKOTO BTO-

PUYHOTO NHeTOHEe(PUTA NP MPOCTIEKTHBHOM HAOJIIOIEHUH.

Fig. 4. The nature of anti-relapse treatment in children (n=10) with frequent (3—4 per year) relapses of chronic pyelonephri-

tis with prospective follow-up).

MPOTUBOPEIIMANBHON Tepanuu. YMEHbIIEHWE YacTOThI
peuMaMBa 3aMeiseT TPOTrpecCUpoBaHUE XPOHUYECKOM
00JIe3HU TTOYEK, YTO TTOATBEePKIAETCSI JaHHBIMU 10 BBICO-
KOH CTeNeHU KOPPENSIMU YaCTOThl PeLIUINBOB U aKTHUB-
HOCTH MUKPOOHO-BOCIAJIUTEILHOTO MPoLecca ¢ 00beMOM
He(POCKIEPOTUUECKUX M3MEHEHUI TI0 pe3yibTaTaM CTa-
TUYECKOI HedpocuMHTUTpahun y NeTell ¢ XpOHUUECKUM
BTOPUYHBIM TiHeoHedpuToM. CHUXEHNE BEpOSITHOCTH
peuMaMBa XpOHMYECKOTo THeoHedpuTa y MalMeHTOoB,
MOJTyJaBIIUMX (DUTOTEPANUIO, BEPOSITHO, OOYCIOBIIEHO
MPSIMOl M KOCBEHHON aHTUMMKPOOHON aKTUBHOCTbIO,
MPOJIOHTMPOBAHMEM 3Tarla CaHallud MOYEBON CHCTEMBI,
aHTUANTe3MBHBIM 3(GhEKTOM, ITUYpeTUYeCKUM W CIias-
MOJIUTUYECKUM JIEICTBUEM, a TakKXe JOMOJTHUTEIbHOMN
HedponporekTopHOil 3¢ dekTuBHOCTEIO. [IpnMeHeHMe
KYPCOB TIPOTUBOPELIMIUBHON Tepanuu y NeTeil ¢ Xpo-
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Early diagnosis of acute kidney injury in children with poisoning of chemical etiology
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Leab uccaenosanna. OnTuMusanys JMATHOCTHKHM OCTPOTO MOBPEK/IeHHS NOYEK Y AeTeil ¢ OTPABIEHUAMH XHMHYECKOi 3THOJOTHH
HA OCHOBAHHH MCIIOJIb30BAHNS PAHHIX MAPKEPOB MOPAKEHNS MOYEK.

Marepuasnsi u Mmetoabl. Oocaenosansi 120 nanuentos B Bopacrte ot 1 10 18 jer ¢ oTpaBieHusiMA XuMuueckoi atnosoruu. Ilpu-
MEHSIH 00IIEeNPUHSATbIE METObI OLEHKH (DYHKIINH NMOYEK, a TAKKe ONpeNesisyii KOHIEHTPAIMIO B MOYe PAHHUX MapKepoB OCTPOro
TOBPEKIEHNS MOYEK: IMMOKAIMHA-2, MOJIEKY.IbI OBPEXK/IeHNS 0UeK 1-ro Tuma. Bee 1eTH rocnuTaan3npoBansl B OTAe/IeHHE TOK-
CHKOJIOTUH B 1-€ CYTKH HOCJIe BO3/IeiiCTBHSA OTPABJIAIONIEro BelecTBa. B kauecTBe KOHTPO/IbHOI rpynmbl 06cen0BaHbl 20 NPakTH-
4yecKH 3710POBbIX JeTeii B Bo3pacre ot 1 10 18 jer.

Pesynbrarel. Ha MoOMeHT mocTymieHuss ocTpoe NOBpeXKAeHHE NMOoYeK ycTaHoBjieHO Touibko y 1 (0,8%) GoabHOro BciencrBue
BbISIBJIEHMsI a30TeMHH, HO Tpu 3ToM y 35 (29,2%) neTeii 00HAPYKEHO NMOBbIIEHHE OJHOTO WM HECKOJBKMX MApPKEPOB B MoYe.
Ha 3-u cyrku u3 35 nereii ¢ NOBbIIEHNEM PAHHIX MAPKEPOB OCTPOTO MOBPEKIEHNS MOYeK B MoUe B 1-e CyTKu oTpaBieHus y 32 oTme-
YeHO yBeJIMYeHHe YPOBHS CbIBOPOTOYHOTO KPeaTUHUHA, CHIKEHHe KPOBOTOKA M0 JAHHBIM AOMILIEpOrpaduu cocy1oB MoYeK, YTo M03BO-
JIJIO IMArHOCTHPOBATH OCTPOE MOBpexAeHue novek 1-it u 2-ii ctaguii. Cpenu neteil, UMEBIIMX NPH MOCTYIVIEHUH HOPMAJILHBINA Ypo-
BeHb PAHHUX MAPKEPOB B MOYe, CJIy4aeB Pa3BUTHS OCTPOTO MOBPEXKIEHHUS NMOYeK He BbisiBieHo. Takum oopazom, u3 120 nauueHTos,
TOCIUTAJIM3MPOBAHHDBIX C OTPABJIEHUSMU XUMHYECKOIi THOJIOTHH, OCTPOE MOBPEKIEHHE NMOYeK 3aperucTpuposano y 32 (26,7%).
BbiBon. BoisiBienre NOBbINIEHHO# SKCKPELMH C MOYO#i JTUNOKAJINHA-2 M MOJIEKYJIbI HOBPEK/IEHNS 0YeK 1-ro THNA, onpeIeieHHbIX
B 1-e CyTKM mociie OTpaBJeHHsl, MOXKeT CJIYXKUTb PAHHHM NPEAUKTOPOM OCTPOro MOBPEXIEHUs MOYeK y AeTeil ¢ OTPABIEHHUAMH
XMUMHYECKO# 3THOJIOrUH (YyBCTBUTEILHOCTb 78% 1 87,5% cooTBeTcTBEeHHO, cnemupuunocts — 96,2% B 000UX CIyYasx).

Karoueswte caosa: demu, ocmpoe nogpexcoenue nouex, NGAL, KIM- 1, ompaeaenus xumuueckoti s3muonoeuu.

Ana untupoBauns: YyryHosa O.J1., Ameprynosa C.b., KosaneHko J1.A., Cyxononosa I.H., Spowesckass O.U., v+ B.B., LLlymunos [1.B.
PaHHsIs1 AnarHoCTyka OCTPOrO NoBPEXAEHUS MOYEK Yy AETEV C OTPaBAEHUSIMUN XUMUYECKOV 3Tnoaornm. Poc BecTH nepuHaton v neavatp 2023;
68:(6): 50-60. DOI: 10.21508/1027-4065-2023-68-6-50-60

Purpose. The study aims at optimizing the diagnosis of acute kidney injury in children with poisoning of chemical etiology based on
the use of early markers of kidney damage.

Materials and Methods. The study enrolled 120 patients aged 1—18 years with poisoning of chemical etiology. Routine methods
of kidney function estimation were supplemented by an investigation of urinary concentration of acute kidney injury early markers:
lipocalin-2, kidney injury molecule-1. All children were hospitalized in a toxicology unit on the 1 day after exposure to toxic sub-
stance. Twenty practically healthy children aged 1—18 years were examined as control group.

Results. Only one patient (0.8%) had acute kidney injury determined as increased serum creatinine at the time of admission, but
at the same time 35 children (29.2%) had increased levels of one or more urinary markers. By the 3™ day 32 of those 35 chil-
dren with increased urinary markers developed acute kidney injury stages 1 or 2, determined as significant rise of serum creatinine
and decrease of renal blood flow according to Doppler ultrasound. On the contrary, no patient with initially normal level of urinary
markers developed acute kidney injury. Thus, 32/120 patients hospitalized with poisoning of chemical etiology, developed acute
kidney injury (26.7%).

Conclusion. Increased urinary excretion of lipocalin-2 and kidney injury molecule-1 at the first day of acute chemical poisoning can
be estimated as predictive marker of acute kidney injury development.

Key words: children, acute kidney injury, NGAL, KIM- 1, chemical poisoning.

For citation: Chugunova O.L., Amergulova S.B., Kovalenko L.A., Sukhodolova G.N., Yaroshevskaya O.l., Dlin V.V., Shumilov P.V. Early di-
agnosis of acute kidney injury in children with poisoning of chemical etiology. Ros Vestn Perinatol i Pediatr 2023; 68:(6): 50-60 (in Russ).
DOI: 10.21508/1027-4065-2023-68-6-50-60

POCCUVICKVI BECTHUK MEPUHATOJIOMW U MEAUATPUM, 2023; 68:(6)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)

50




‘Iyzyﬁosa 0.JI. u coagm. PaHHSIS1 IMArHOCTUKA OCTPOTO MOBPEXIEHMSI IOYEK Y AETEl C OTPABICHUSIMU XUMUYECKOI STHOIOTUI

Hed)pOTOKCI/I‘{HOCTb B CTPOIOM CMBICJIE CJIOBA — 3TO
MOBpeXIeHNe, HaHECEHHOe TOKCUYHBIMU Belle-
CTBaMM HETOCPEJACTBEHHO TMOYeYHBIM KieTkaM. KoH-
Henuusi HepPOTOKCUYHOCTU u3BecTHa Oosee 80 jer,
OIHAaKO MHTepec K He(dpPOTOKCMHAM HauboJyiee pe3Ko
BO3pOC 3a TocjienHue naBa naecsaTwietus. OCHOBHOE
BHUMaHMEe OBIJIO COCPENOTOYEeHO Ha ¢apMaleBTUde-
CKUX TIperaparax W SITPOTeHHOM BO3IEHCTBUM, OTHAKO
HEe(POTOKCUHBI MOTYT HAXOAUTbCI W B TPHUPOTHBIX
BEIIeCTBAaX, OCOOEHHO B CPENCTBAX OBITOBON XUMUM.
BoNBIIMHCTBO U3 3THX areHTOB, HE3aBUCHUMO OT MeXa-
HU3Ma NEeWCTBUS, OOBEIUHSIET BO3MOXHOCTb Pa3BUTHS
OCTpOTO TIOBpexXaeHus nmouek. K coxkalleHnIo, Teparnes-
TUYECKUE BO3MOXHOCTU OTpaHMYEHBl W B HACTOSIIECE
BpeMsl He CYIIEeCTBYeT METOIOB JIeYeHUsI, CITOCOOHBIX
00paTUTh BCISITH HEPPOTOKCUUECKOE OCTPOE ITOBPEXK-
JIeHWe TI0YeK, 3a WCKIIOUEHWEM TPeIOTBpAIllcHUS
He(POTOKCUIECKOTO BO3ICCTBUSI, pAHHETO BBISBICHUS
MOBPEXIEHUS U CMSITYEHUST TsKecTu 3aboaeBanus [1].

B Hacrostiee BpeMst B Poccun exXeToIHO perucTpupy-
totcst 2—3 ciyvas orpasieHust Ha 1000 nereit, a mo yuciry
JIETaTbHBIX UCXOIOB XMMUYECKHE OTPaBIeHNST 3aHUMAIOT
4-¢ MecTO, TIpeBbIIIas OOIee YMCIO0 YMEPIIUX OT JIeT-
ckux uHbekuuii [2, 3]. Oxono 3% Bcex citydyaeB TOCITH-
TaJu3aluii 1eTeil TPUXOOUTCS Ha OTPaBJICHUS Pa3JIny-
HBIMM XUMHMUYECKUMHM BEIIECTBAMU M JIEKaPCTBEHHBIMU
nperapatamMu [4]. KimHuyeckass KapTWHA ITOpaskeHUS
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MOYeK y MalMEHTOB C JIEKAPCTBEHHOW TOKCUYHOCTHIO
3aBHUCHUT OT TSDKECTU TIOBPEXIEHUS M MOXET BapbHpO-
BaTh OT JIETKOW OECCUMNTOMHON MOTEPU PACTBOPUMBIX
BEIIECTB C MOYOH /0 OBICTPOIl M yrpoxaroleil Xu3Hu
yTpaThl BBIIEIUTETbHON (DYHKIIUU C Pa3BUTHEM OCTPOTO
MoBpeXIeHus nouek [5]. B momnynsiuuu rocnurainsmupo-
BaHHBIX 10 TTOBOJY OCTPOTO IMOBPEXKICHMS MTOYEK MTPUIH-
HOI €ro pa3BUTHS CIIy>KaT He(POTOKCUYECKHME BO3MIEii-
CTBMSI MpUMeEPHO B 16% ciyvaeB y neteii u B 25% ciydaeB
Y B3pOCIIBIX [6].

B Oosee mmpokoM cMbicie He(GPOTOKCUYHOCTD
MOXHO paccMaTpuBaTh Kak Jto0oe (rmpsiMoe JInbo oroc-
peIoBaHHOE) BO3IENWCTBHE, KOTOPOE OTPULIATETLHO B~
sieT Ha CTPYKTYpY WM (DyHKIIUIO IMoYeK. B 3ToM KOHTeK-
CTe BaXXHO OTMETHUTH, UTO BCE HE(PPOTOKCHUHBIE areHThI
MOKHO KJIACCU(PUIIMPOBATh IO OCHOBHBIM MeXaHM3MaM
noBpexaeHus [1]:

1. Pazsumue ocmpoeo nospeicoenus nouex ecaedcmeue
UBMEHeHUIl CUCMEMHOU U/Uiu 6HYMPUNO4EUHOU 2emMoou-
Hamuxu. CHUXKeHUe Tepdy3nn KITyOOUYKa MOXKET IIPOU-
30UTH TIPU TIEPEeI03UPOBKE TUITOTEH3UBHBIX TTPENapaToB
WU TIPU U3MEHEHUW BHYTPUIIOYEYHON TeMOIMHAMUKH.
IMocnenHee MOXeET TIPOM3OUTU TIpU  YIOTpeOIeHUN
HECTEPOUIHBIX  TPOTUBOBOCHIAIUTEIbHBIX  Iperapa-
TOB, UHTUOWTOPOB aHTUOTEH3WHIIpEBpaIIaionero dep-
MEHTa W/Wiau OJOKAaTOPOB PELENTOPOB aHTUOTEH3WHA,
MHTUOUTOPOB KajbliMHepuHa. OCOOEHHO BOCTIPUHM-
YUBBI K 3TOMY THUITY TIOBPEXICHUST TAIIMEHTHI ¢ TUTIOBO-
JleMueil, Bazonujatauueil W/Wiu CUCTEMHBIM CHMXe-
HUeM Tepdy3un.

2. Illpamoe mokcuueckoe 6o3delicmeue HA KAHAAbYbL.
Bbicokasi KOHIIEHTpalllusi TOKCWMHOB B TKaHMW ITOYeK
M KakK CJIEeICTBUE BBICOKWI PUCK TOBPEXIECHUS 0O0Y-
CJIOBJIEHBI KaK OOMJIbHBIM KpPOBOCHAOXEHUEM ITOYeK,
TaK M peabcopOIMeli TOKCMHA W3 YyJIbTpaduiabTpara
B KaHajblax. K JekapcTBEeHHBIM TMperapaTaM ¢ TPSIMOiA
HEe(POTOKCUIHOCTHIO ~ OTHOCATCS  aMUHOTJIMKO3U/IBI,
aMdoTepuIIvH, UCIUIaTUH, udochaMua, WHIMOUTOPI
KaJblIMHEpUHA, METOTpeKcaT, KOKauH, PeHTTeHOKOH-
TpacTHBIC areHTHI.

3. Tybyarounmepcmuyuanvusiii Heghppum. Hexotopbie
JIeKapCTBEHHBIE MperapaThl MOTYT BHI3BaTh TUIIEPYYB-
CTBUTEJILHOCTDh WM aJJIEPTUYECKYIO PeaKINIo, KOTopas
MPOSIBIISIETCSI  KaK OCTPBI  TYOYJTOMHTEPCTULIMATBHBIM
He(hPUT, OTIUIUTETbHBIMA YepTaMU KOTOPOTO CITyKaT
00paTUMBIIf OTEK M BOCMAJIeHWEe WHTEPCTULINS, a TaKXKe
npuzHaku TyOoynuta. OCTpbIii TyOyJIOMHTEPCTUIIMATb-
HBII He(pUT yalle BCero Bo3HMKaeT yepe3 7—10 mHei
MpuemMa JIeKapCTBEHHOTO Tperiapara, Ipu 3TOM €T0 PUCK
He 3aBUCHUT HAIIPSIMYIO OT O3Bl U IJTUTEIBHOCTH TTpUeMa
nperapata. Cpeay TIPUYMH OCTPOTO JIEKAPCTBEHHOTO
TYOYJIOMHTEPCTUILIMAILHOTO He(puTa Ha TepBOM MeCTe
CTOSIT aHTMOMOTWUKM, WHTUOUTOPHI TMPOTOHHON TOMITHI
W HECTePOUIHBIE MPOTUBOBOCIIATUTENbHBIE TIperapaThl,
HO TEOpEeTUYEeCKHU JII0OOI JIeKapCTBEHHBIN Ipernapar
MOXKET OBITh MPUUUHON pa3BUTHUS OCTPOTO TYOYJIOMHTEP-
cTuiaibHOTO HedpuTa [7].
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4. I[lospescdenue nouek ecredcmeue 06paz’08anus Kpu-
cmannog. MHOTYE JIeKapCTBEeHHBIE TperapaTthl (MJIM WX
MeTabOJIUTHI) TIJIOXO PACTBOPUMBI B BOJIE U B CIydae UX
BBICOKOM KOHIIEHTpallMM B MO4Ye TIPU OIpeaeseHHBIX
3HaYeHUssX pH crmocoOHbl 00pa30BBIBATh KPUCTAIIHI.
IMoBpeknaroiiiee AeCTBUE KPHUCTAJUIOB MOXKET peaiu-
30BaThcs KakK 0JI0Kaga KaHaJbLIEB C Pa3BUTHEM OCTPOTO
MTOBPEXICHNS MOYEK MU KaK BO3IECUCTBUE, MHULIMUPY-
Iolllee XpPOHUUYECKOE TYOYJTOMHTEPCTUIINATBLHOE BOCITAJIe-
Hue ¢ pudpozom. Kpucramibl B Moue CrtocoOHBI 00pa3o-
BBIBATh TaKKe MperapaThl, KaK METOTPEKCAT, allUKJIOBHD,
cyabdanuaamMuabl. M3 HeleKapcTBEHHBIX OTpaBJICHUI
MOXHO Ha3BaTh OTpaBJIeHUE STUIICHIIMKOJIEM, KOTIa ero
psiMast He(POTOKCUYHOCTD YCUIMBAETCST TTOBBITIIEHHBIM
00pa3oBaHNEM KPHUCTAJUIOB OKcajlaTa KaJbIIvsl B KaHAb-
11aX TTOYeK.

5. Jlekapcmeenno-undyyuposanuas mpomobomuueckas
mukpoareuonamust. KoHedHbIN 001N MEXaHU3M JTI000#
TPOMOOTHUYECKOW  MUKPOAHTUOIMATUM  3aKJTI0YaeTcs
B 00pa30BaHUM TPOMOOIIMTAPHBIX TPOMOOB B MEJKHX
cocynax (apTepuojiaXx U Kanmuuisgpax) ¢ pa3BUTHEM MIIe-
MHMU ¥ TUCHYHKIUK Psifia OPraHOB, B TOM YHCJIE MTOYEK.
Cpeny pa3HOOOpa3HBIX MPUYUH TTOBPEXICHUST SHIO-
TEJUST COCYIOB OCOOO BBIAENSIETCS BO3IEWCTBHE TaKMX
JIEKapCTBEHHBIX MPEMapaToB, KaK UKJIOCIIOPUH, XMHUH,
TaKpoJIMMYC, MHTephepOH, KIIOIMMAOIpeJl 1 KOKauH [§].

6. Ilogpexcoenue kaybouxos/nodoyumonamus. Hexo-
TOpBIE areHThI CITOCOOHBI BBI3BATh TMOBPEXIACHUE KITy-
OOYKOB, B TIEPBYIO OuYepedb TMOMOIUTOB, C pa3BUTHEM
MPOTEMHYPUU BIUIOTH 0 HEMPOTUYECKOTO CUHIpOMA.
B yacTHOoCTM, NUTHI CITOCOOEH BBHI3BIBATH HE TOJBKO
He(pPOTeHHBII HecaxapHbI AWMA0eT, HO W 3HAUYUTEIb-
HYIO TIPOTEMHYPUIO, KOTOpasi, KaK CUMTAETCsI, CBS3aHa
C TIOBpPEXIEeHNEM SIMUTEINATBHBIX KJIeTOK modek [9, 10].
IMTonoGHoe Bo3neiicTBUe oKa3biBaloT MHIMOUTOPH MTOR
(mammaliantargetofrapamycin — MMIIIEHb JIs1 paramu-
IIMHA Y MJIEKOTIMTAIONINX), B YaCTHOCTU cupojumyc [11].
HectepounHble TPOTUBOBOCIAIUTEIbHBIE TperapaThl
OOBIYHO BHI3BIBAIOT MHTEPCTULIMATbHBIN HE(DPUT, OTHAKO
MpU UX MPUMEHEHWU TaKXKe OMMCAHbI TOAOIUTOTATHS
1 He(PPOTUIECKUI CUHIPOM.

7. Ocmomuueckuii Hegppos. B omnpeneseHHbIX CUTya-
LIMSAX TTOBPEXICHUE MOXKET MPOU3OUTH B cliydae, eCliv
MalMeHTaM BBOAST TUIEPOHKOTMYECKHE PACTBOPHI.
MexaHU3MBbl BO3JIEHCTBUS BKITIOYAIOT MPSIMOE TTOBPEXK-

Tabauya 1. Ctaaum octporo nospexnenus novek no KDIGO [13]

Table 1. Stages of acute kidney injury according to KDIGO [13]

OPUINHAJIbBHbBIE CTATbU

JeHWe KaHaJbleB W/WIA U3MeHEeHNe (PUIBTPALIMOHHOTO
napieHus. Yaiie Bcero mnopaxeHue IMOJ0OHOTrO TuMa
BBI3BIBACTCSI MAHUTOJIOM [1].

BaxHO OTMETUTD, UTO OIHO U TO K€ BEIIECTBO MOXKET
BBI3BaTh pasHble HepoToKcuueckue 3¢ dexTol. B yact-
HOCTH, TIpUEM HECTEPOUAHBIX TPOTHBOBOCTIAINTEb-
HBIX MpernapaToB CIOCOOCTBYET Pa3BUTHIO KaK OCTPOTO
MOBpEXIECHNST TIOUEK BCJIEACTBUE HApYIIEHWS BHYTPU-
MOYEYHOM TeMOIUHAMUKHU, TaK U OCTPOTO TYOYJIOMHTEP-
CTULIMAJIBHOTO He(puTa, COCOUYKOBOTO HEKPO3a, XPOHU-
YyecKoi aHabreTnyeckoi Hedporaruu [12].

KoHuermniuyst octporo moBpexkaeHus Movyek Kak ooJjee
IIUPOKOTO TTOHSTHS, TI0O CPABHEHUIO C OCTPOI TTOYEUHOM
HEIOCTaTOYHOCTHIO, CBSI3aHa C TeM, UTO JaXe YMEPEeHHO
BbIpaXXeHHass TUC(HYHKIMS MOYEK CIOCOOHA YCyTryOUTh
TSKECTh  COCTOSTHMST OOJIBHOTO W YXYIOIIUTL TTPOTHO3
3aboneBanud [1]. B mociaegnue aBa mecATWIeTUS TIpU-
HATO TOAPA3NEsATh AUCHYHKINIO TMOYeK Ha CTaauu,
OCHOBBIBasICb Ha CTETeHMW TIOBBIIIEHUsI KpeaTMHWHA
B CBIBOPOTKE KPOBM M CHUXEHUs nuype3a. HaubGoiee
COBPEeMEHHON KjaccupUKalueir OCTPOTo TOBpPEXIe-
Hus niouek siBisietcs Kiaccudukamus KDIGO (Kidney
Disease: Improving Global Outcomes) 2012 r., BKJtouast
ee TeIMaTPUIECKyl0 M HEOHATAJbHYI0 MOAMMUKAIINN
(Tabm. 1) [13].

OnacHOCTh OCTPOTO MOBPEXIEHUs MOYeK O0yCIOB-
JIeHa KaK PUCKOM pa3BUTUS YTPOXKAIONINX KU3HU COCTO-
STHAM Ha €TO BBICOTE, TaK W BO3MOXHBIMU TTOCIIEACTBU-
SIMU B OTIaJieHHbIe Cpoku. S. Menon u coast. [14] (2014)
obcnenoBaym 100 merteil, y KOTOPBIX pa3BUIIOCH Hedpo-
TOKCHYECKOE OCTPOE TMOBpPEXIEeHUE IOYeK, U OOHapy-
KWW, 9TO TIPY KaTaMHECTUYECKOM MCCIIEIOBAaHUM CITy-
CTS 6 MeC Y 9THX JIeTell ¢ BEICOKOI YaCTOTOM BCTpEYaAIUCh
npoteunypus (68,5%), aptepualbHas TUIEPTEH3US
(37,6%) n cKOpoCTh KIyOOUYKOBOU (DUIBTpAlIMM MeHee
90 mu/muu/1,73 M? (23,4%). Tlo cpaBHEHUIO C KOH-
TPOJIBHOUM TPYIIIION JeTeil 0e3 OCTPOro ITOBPEXKIEHUS
MOYeK y eTei, MmepeHecnx HehpoOTOKCUIECKOE OCTPOE
MOBPEXIEHUE TTOYeK, pacCUUTaHHAs CKOPOCTh KIIyOO4-
KOBOI (OWIbTpalliy OblIa JOCTOBEPHO HIUKE, TTPOTEUHY-
pusi 6oJiee BhIpaXkeHa, a 4acToTa pa3BUTHS apTepruabHOMN
TUNepTeH3UN BhIIIe [14].

OO6IIEeNTPUHATHIMU KPUTEPUSIMU JTMarHOCTUKU
OCTPOTO TIOBPEXKIEHMSI TIOYEeK CJYyXXaT ITOBBIIIEHNE
YPOBHSI KpeaTUHWHA B CHIBOPOTKE M CTETEHb CHUKEHUSI

Cranus 'YpoBeHb KpeaTHHHHA B CBIBOPOTKE KPOBH Jnype3
TToBeiieH B 1,5—1,9 pa3a 1o cpaBHEHUIO ¢ UCXOAHBIM JTMOO
- ) < _
1-a >0,3 mr/mwt (>26,5 MKMOJIb/JT) 0,5 Mr1/xr/938 6-12
2-s  IloBbireH B 2,0—2,9 pa3a 1o cpaBHEHUIO C UCXOTHBIM <0,5 mu/Kr/4 3a iepuron 6oee 12 9
IoBbiieH B 3 pa3a ot ucxomHoro. [oBeimenue >4 mr/mwi (>353,6 MKMOJIb/JT).
3o Hauaino 3amecTuTeIbHOM MOYEYHOI Teparim. <0,3 mu/Kr/4 3a iepuron 6oee 24 4

Jlns 60nbHBIX Maae 18 ieT — CKOpOCTh KIIyOOUKOBOM (pUIbTpaLIuy

<35 mi/mun/1,73 M2

WJIM aHypUst IJIUTeNIbHee 12 9
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nuypesa. OnHako TIpM OpPUEHTALMU MCKIIOUYUTEIHHO
Ha OTM TIOKa3aTeJlu paHHSS JAUAarHOCTMKA OCTPOTO
MOBPEXIEHUSI TTOYeK HEe BCeraa BO3MOXHA, MOCKOJIbKY
YPOBEHb KpeaTMHWHA B CBHIBOPOTKE B TIEpBbIE 2 CYT
ocJie BO3/IeCTBUS TTOBpeXaatoliero hakropa Ha MoYKu
MOXET OCTaBaThCsl B Mpeneiax pedepeHCHBIX 3Haye-
Huii. MccnenoBaHue TMepcreKTUBHBIX HOBBIX MapKepoB
B MOYE U ChIBOPOTKE KPOBU MTOMOXET YCTAHOBUTH OCTPOE
MOBPEXIEHUE MOYeK B MepBble 24 4 OT €ro pa3BUTUS
elle /10 MOBBIIIEHUSI CBIBOPOTOYHOIO KpeaTuHuHa [15].
IlepcrieKTUBHBIMU B HACTOSIIIIEE BPEMSI TIPEICTABIISIIOTCS
cJeylole MapKephbl.

Jlunoxaaun-2 (NGAL — neutrophil gelatinase-asso-
ciated lipocalin — HeHWTPODUILHBIN JUMOKAJIUH, acCO-
LIMMPOBAHHBIN C XelaTUHA30i) — OeOK ¢ HeOOJbIION
MOJIEKYJISIpHOM Maccoii 25 x/la, coctostmmii u3 178 amm-
HOKMCJIOT M TIpUHAJIeKAIluii K CEeMEMNCTBY JUIMOKa-
auHoB. Ero oskcnpeccusi ToOBBIIIAETCS TIPU  OCTPOM
MoBpexkaeHnn nouek [16]. JlaHHbII MapKep obpa3yeTcst
BO BCeX KJIETKaXx OpraHuM3Ma, a ero CHUHTe3 YCUJIMBa-
eTcsl TIpU TIOTaJaHUU KJIETOK B «CTPECCOBBIE» YCIIOBUSI.
W3 mna3mel kpoBu NGAL cBoGOTHO DUIBTPYETCS B KITy-
Ooukax ToyYeK, a 3aTeM B 3HAYMTEJIbHOU CTereHu pead-
copbupyeTrcss KJIeTKaMU TPOKCUMAJbHBIX KaHaJIbIIEB
MyTeM BHJIOLIMTO3a U paciueruisieTcst. B cBsi3u ¢ aTum aKc-
Kpenus ¢ Mouoii turazaMeHHoro NGAL Bo3MoXXHa TOJTBKO
MPU TIOBPEXKIEHUN TTPOKCUMAJIbHBIX KaHAJIbIIEB TTOYKH,
BeIyllleMy K CHUXXEHHUI0 peabcopOuMu JUMOKaJIMHA U,
YyTO BaxkHee K yBenumuyeHMio cuHTe3da NGAL B kieTkax
caMux KaHaJblieB. ['eH NGAL B KjeTKax ITouyeK — OIUH
u3 HauboJjiee aKTUBUPYEMBIX BCKOpE TIOC]e OCTpOM
TpaBMbl, UIIIEMUUYECKOTO WJIM TOKCUYECKOTO MOBPEXIe-
Hus opraHa. YposeHb NGAL B Moue U CHIBOPOTKE KPOBU
OOJILHBIX C OCTPBIM TTOBPEXACHUEM TTOUYEK KOPPEJIUpyeT
C YPOBHEM KpeaTMHWHA B KPOBY U TAHHBIMU THUCTOJIOTH -
YECKOTo MCCJIENOBAaHMSI TIOUEUHBIX CTPYKTYpP Y OOJbHBIX
¢ ocTpeIM ToBpexaeHueMm mouek [17—19]. ¥V Hekoto-
PBIX TMAIMEHTOB TP HOPMAJIbHOM YPOBHE KpeaTWHWHa
B IUIa3Me KpOBHM yBelndeHHe KoHLeHTpanuu NGAL
MOXET YKa3bIBaTh Ha CYOKJIIMHUUYECKOE OCTPOE MOBPEX-
JIeHVe TIoYeK M ObITh MHAWKATOPOM BBICOKOIO pHCKa
HeOJIaronmpusiTHOrO UCXo7a.

Mounekyna nospexcoenus nowex I-eo muna (KIM-1 —
Kidney Injury Molecule-1) ¢ MoJsekyasspHOi Maccoi
90 xlla — QopMa BHEIIHETO MMMYHOIJIOOYJIMHOBOTO
JIOMeHa TPaHCMEMOPaHHOTO TJIMKOIpPOTenHa |-To TuIIa,
JIOKAJIM30BAaHHOTO MPEUMYIIIECTBEHHO B JIIOMUHAJbHBIX
MeMOpaHax KJIEeTOK MPOKCHMaIbHOTO KaHajblia. Mose-
kyabl KIM-1 He oOHapyXuBalTCs B HOPMaJIbHBIX TKa-
HSIX TIOYKHU, HO 3KCIIPECCUPYIOTCS Ha OYEHb BBICOKOM
YpPOBHE B KJIETKaX TMPOKCUMAJIbHBIX KaHaJbLEB TOCIe
WX MIIEMUYECKOTO WM TOKCUYECKOTO ITOBPEXIACHMUSI.
ITpu atom yBenmuenue koHueHTpauuu KIM-1 B cbiBo-
pPOTKEe KPOBM OIlepekaeT poCT YPOBHSI MOUYEBHUHBI U Kpe-
arnHuHa [20]. B kyeTkax MpoKcUMaabHBIX KaHaJIbIIEB
MOJIEKyJla TIOBPEXACHUSI TIOYEK CIIYXKUT PEeLernTOPOM,
YYaCTBYIOIIUM B OKMCJICHUU JIUTIONPOTEUIOB U BKJTIOYA-

JOIIMMCS B IIPOILIECCH 00e3BPEKMBAHUS BEIIECTB, 00Ia-
JAIOIMINX TOKCUYECKUMU W HWMMYHOMOIYJIUPYIOIINMU
cBoiictBamu [21].

OcTtpoe moBpexkIeHue Moyek JIIOoro reHesa (Miie-
MHMYECKOTO, TOKCUYECKOTO U Ap.) BBI3BIBAET B KIIETKAX
MPOKCUMAJIbHBIX KaHAJIbIIEB OBICTPYIO 9KCIIPECCUIO TeHa
KIM-1, n30bITOYHOE HaKOTUIeHHWE OenKa ¢ TOoCeayio-
UM OTHIETUIECHWEM €ro BHEIIHEero IOMeHa, KOTOPbIi
CeKpeTupyeTcsl B KaHayiell U Crelnpuiecku OoTpaxaeT
TSKECTh TYOYJIOMHTEPCTUILIMATBHOTO TOpaXkKeHUs] TKaHU
nouek [22]. Konnenrpauusa KIM-1 B mMode HauymHaeT
YBEJIMUMBATBCS CIYCTS 6 4 TOCTAE Pa3BUTUS OCTPOTO
MOBPEXKIEHUST TMOYeK M OBICTPO HapacTaeT B TeYeHHE
CyTOK [23, 24].

Ha coBpeMeHHOM 3Tarie akTyaJbHO OOHapyXeHue
HOBBIX OMOMAapKepoOB, KOTOpHIE ITO3BOJISIOT BBISBIISIThH
He(POTOKCUYHOCTh Ha PAHHUX CTAAMSAX W TPOTHO3M-
poBaTh €€ JI0JTOCPOYHbIe TTocaenAcTBUs [25]. AKTyalibHa
TaKXe 3a/1a4a Mo OLleHKe TMarHOCTUYECKON 3HAUMMOCTH
OTIETbHBIX MapKEPOB TIPU OCTPOM TOBPEXKIECHNH MOYEK
Pa3INYHON TTPUPOIBI.

ey wucclenoBaHusA: ONTUMM3ALMSA TUATHOCTUKH
OCTpPOTO TOBPEXIECHMS MOYEK Y NeTell ¢ OTpaBICHUSIMU
XUMUYECKOI 3TUOJIOTUM TSIKEJION M CPETHETSIKEION CcTe-
MEeHW Ha OCHOBAHWU MCITOJIb30BAaHMST PAHHUX MapKepOB
TMOpaXkeHUs TToYeK.

XapakTtepucTuka geteii u MeToAbl UCCeaoBaHUS

WccnenoBaHnue MpoBOAMIOCH Ha 0a3ze OTHENeHUS
TOKCUKOJIOTUM JIeTCKOI TopoIcKOoi KIMHUYECKON 00Tb-
Hunel M. H.®. ®dunaroBa. OCHOBHYIO TPYIIY COCTa-
By 120 maumeHTOB B Bo3pacTte oT 1 roma mo 18 jer,
TOCTIUTAJIM3UPOBAHHBIX B TEUEHHWE Trola B OTACJICHUE
TOKCUKOJIOTUM C OTPaBICHUSIMU PA3TUYHBIMU XUMM-
YeCKMMHU BeIleCTBAMU TSDKEJON U CPETHETSIKeJIoi cre-
neHu. ['pynma KoHTpoJist BKItouana 20 nereit B Bo3pacrte
1—18 ner, mpoxoauBIIMX OOCJIEIOBAaHME B CTallMOHApe
IHEBHOro MpeObiBaHMS JIeTCKOU TOpOICKO KIMHUYE-
ckoii 6opHUIEI M. H.D. dunatoBa B CBSI3M ¢ HEBPOJIO-
TMYECKOl matojiorneit (CMHAPOM neduiliTa BHUMAHUS
W TUTIEPAKTUBHOCTH, PACCTPOICTBA BEreTaTUBHOI HEPB-
HOI CHCTEMBI M JIp.) M He MMEBIINX paHee TUarHOCTUPO-
BaHHON MaTOJIOTMU OPraHOB MOYEBOI crucTeMbl. Bo Beex
cllydyasx IojiydeHo MH(GOPMUPOBAHHOE COTJIACUE POJIM-
TeJieli/oneKyHOB pebeHKa Ha IOTOJHUTEIbHOE 00CIen0-
BaHMeE, HAMpaBJIEHHOE Ha IMarHOCTUKY OCTPOTO TTOBPEX-
JIEHUs TIOYeK.

Kpurepusimu BKJIIOUEHUs TIallMEHTOB BO BCE TOJ-
TPYIIbl OCHOBHOW TPYNIIbl HMCCIEAOBAHUS CIYKUJIU
crnenytomue: 1) Bo3pact ot 1 roga mo 18 net; 2) Tsxe-
JIoOE M CPEIHETSIKEJIOe COCTOSTHUSI TIpU TOCTYILJICHUH,
00yCITOBJIEHHBIE ~OTpaBJIeHUEM XUMHMUYECKUM Bellle-
CTBOM (B TOM 4YHCJIe JIEKApCTBEHHBIMM TIpernapaTamu)
MpU TOCTYIJIEHUH; 3) OTCYTCTBME XPOHUYECKOTO 3a00-
JIeBAaHUSI OPTraHOB MOYEBOW CHUCTEeMBbI (BKJIIOUasi BPOXK-
NIEHHbIE aHOMAaJINU Pa3BUTHUSI MOUYEBBIBOJISIIECH CUCTEMBbI,
XPOHUYECKYIO0 0O0JIe3Hb TMOYEeK M XPOHUYECKYIO IMovyeyd-
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Tabauya 2. YpoBHH MAPKePOB OCTPOTO NMOBPEKIEHHs MOYEK B MOYe Y JieTeil KOHTPOIbHOI rpynmbl (n=20)
Table 2. Levels of acute kidney injury markers in urine of children in control group (z=20)

Mapkep Meaunana [25-ii nepuenTHIB; 75-ii MEpUEHTHIB] 95% noBepuTEIBHDI HHTEPBAT
KIM-1, nir/mn 88,0 [52,5; 134,0] 160,4
NGAL, ur/mn 1,05 [0,81; 7,69] 2,78

Tabauya 3. PacnpocTpaHEeHHOCTD MOBBIIEHHSI PAHHMX MAPKEPOB OCTPOro MOBPEXKIEHNS NMOYEK B MOYE H YACTOTA PA3BUTHS OCTPOro
TIOBPEK/IEHHS TIOYEK Y IeTeil ¢ XUMUYECKUMH OTPABJIEHUSIMH PA3JINYHOI STHOJIOTHH B 3aBUCMMOCTH OT BH/IA OTPABJISIOILIETO BEHIECTBA
Table 3. Rate of increased early acute kidney injury markers in urine and rate of acute kidney injury in children with chemical
poisoning of various etiologies in relation to the type of toxic substance

TTANMENTDI C HOBbIIIECHHEM Boububie, passusmme OIIII B nepron naémonenns n (%)

Bun orpasienus N mapkepos OIIII B nepsbiii 1eHn OIIII 2-ii
Bo3zieiicTus 1 (%) BCEro OIIIT 1-i ctagun P
YxcycHas acceHLust 18 5(27,7) 527,7) 527,7) 0
HIIBIT 27 15 (55,5) 15 (55,5) 9(33) 6 (22)
Heiipomentnku 30 9 (30) 9 (30) 6 (20) 3 (10)
JleTepreHThI 9 3(33) 3(33) 2(22) 1(11)
ITpoayKTbl ropeHust 3 (100) 0 0 0
T'unoreH3MBHBIE CpeacTBa 12 0 0 0 0
®DeHazenam 9 0 0 0 0
AJIKOroJib 6 0 0 0 0
JleKOHTreCTaHThI 6 0 0 0 0
Bcero 120 35(29,2) 32 (26,7) 22 (18) 10 (8)

Ilpumeuanue. OTIIT — octpoe nospexneHue nouek; HIIBIT — HecTepouaHble MPOTMBOBOCMIAIUTEIbHbIE MTPENapaThl.

Tabauya 4. YacTora noBblllieHUs: YPOBHS PAHHUX MaPKEPOB OCTPOTO MOBPEXKIEHUS NOYEK B MOYE Yy JeTeii ¢ PA3BUBIIMMCS OCTPbIM
NOBpeX/IeHHEM N0YeK B 3aBMCMMOCTH OT 3THOJIOIHM XMMHUYECKOTO OTPABJIEHHS U TSXKECTH OCTPOTO MOBPEKIEHHS MOYEK

Table 4. Rate of increased levels of acute kidney injury early markers in urine of children further developed acute kidney injury,

in relation to etiology of chemical poisoning and severity of acute kidney injury

Yacrora noBbilIeHAsS

mapkepos OIIII B mepBbiii A1eHb

OIIII 1-ii cragum (n=22), OIIII 2-ii cragun (n=10),

Bun otpasienus BoseiicTeus, 7 (%) 26 a6
NGAL KIM-1 NGAL KIM-1 NGAL KIM-1
VKcycHast 3CCeHITHsT 5 5 (100) 5 (100) 5(100) 5(100) 0 0
HIIBII 15 15 (100) 13 (87) 9 (60) 7 (47) 6 (40) 6 (40)
Heiiponentuku 9 8 (89) 4 (44,5) 5(55.5) 2 (22) 3(33) 2 (22)
JleTepreHThI 3 0 3 (100) 0 2(67) 0 1(33)
Bcero 32 28 (87) 25 (78) 19/22 (86) 16/22 (73) 9/10 (90) 9/10 (90)

Tlpumeuanue. OTIIT — octpoe nospexnaeHue noyek; HITBIT — HecTepouaHble MPOTUBOBOCIIATUTEbHbIC MTPEerapaThl.

HYIO HEIOCTaTOYHOCTb; 4) IJUTEIbHOCTh MpPeObIBAaHUS
B CTallMOHape He MeHee 3 THell; 5) coriacue poauTeneit
MalMeHTOB Ha MOTOJTHUTENIbHOE 00CIe0BaHME T10 AUar-
HOCTHMKE OCTPOTO TTOBPEXICHUS TTOUEK.

KputeprsiMu MCKITIOUeHUST U3 UCCIEIOBAaHUS OBUIN:
1) Bo3pacT mammeHTa Miadmie 1 roma; 2) paHee Auar-
HOCTMPOBAaHHOE XpOHMYECKOe 3a00jieBaHUE OpraHoB
MOYEBOIi crucTeMbl; 3) mpeObIBaHKWE B CTAllMOHAPE MEHEee
3 gHeit (Juist TallMeHTOB OCHOBHOW TpYIINbI); 4) oTKa3

poauTesieli MalMeHTOB OT AOMOJHUTEIBLHOTO 00CIe10Ba-
HUS IO AUATHOCTHUKE OCTPOTO MOBPEXIEHUSI TTOYEK.

VY maimeHToB BceX IpynIl MPUMEHSJIM CTaHIApPTHBIN
KOMILJIEKC JIabOpaTOPHOrO 00C/eoBaHuUsI, KOTODbIii
BKJIIOUAJl KIMHUYECKUI aHaJIu3 KPOBM; OO aHAIMU3
MOYHU; OMOXMMUYECKUI aHAJIM3 KPOBU C OTpe/e/ieHueM
YPOBHSI 00111eT0 OeJika, MOYeBHUHBI, KpeaTUHWHA, MOoYe-
BOI KMCJIOTHI, IIEJOUYHOI (ocdaTasbl, aJaHMHAMUHO-
TpaHcdepasbl, acnapraTaMUHOTpaHcheEPas3bl, JIEKTPO-
JIMTHOTO cocTaBa (Kajusi, HaTpusl, XJopa), KaJblus,
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Tabauya 5. YpoBeHb pAHHUX MapPKepPOB OCTPOro MOBPEKIEHNs MOYEK B MOYE Y JIeTeii ¢ pa3HOi 3THOJIOTHE XUMUYECKOTO OTPaBJie-
HUS B 32aBUCHMOCTH OT Pa3BUTHS OCTPOTO MOBPEXKIEHUS MOYEK

Table 5. Level of early acute kidney injury markers in urine of children with chemical poisoning of different etiology, in relation

to further development of acute kidney injury

Yposens NGAL B moue Yposens KIM-1 B Mmoye
[leTH ¢ pasBuBIIMMCA B 1-ii 1eHb BO3AEHCTBHS, HT/MJI B 1-ii ieHb BO3AECTBYS, IIT/MJI
Bupn otpasienus M He Pa3BUBILIMMCS N
OI1II veInana [25-# nepueHTHIb; MeIHana [25-ii nepueHTHIb;
A 75-ii nepueHTHIb| A 75-ii nepueHTHIb |
OITIT + 5 9,24 [5,91; 10,10] 410,0 [405,0; 711,0]
YkcycHast acceHIMs
OIIIT — 13 0,96 [0,85; 1,54] 43,0 [41,0; 110,0]
D 0,0000 0,0009
HMB OIIIT + 15 33,82 [18,75; 84,96] 611,0 [183,0; 1164,0]
OITIT — 12 7,30 [1,04; 9,48] 64,0 [41,0; 145,0]
D 0,0000 0,0311
OIIIT + 9 30,50 [26,86; 40,76] 118,0 [54,0; 153,0]
HeiliponenTtrku
OIIIT — 21 0,85 [0,79; 9,42] 66,0 [47,0; 108,0]
D 0,0054 0,0069
OIIIT + 3 0,84 10,83; 0,85] 987,0 [981,0; 989,0]
JleTepreHThbl
OITIT — 6 1,94 [0,75; 2,15] 54,5 [47,0; 56,0]
p 0,0047 0,0000
B OITIT + 32 30,60 [10,10; 39,79] 253,0 [119,0; 984,0]
CE€ro
OIIIT — 52 1,05 [0,84; 1,94] 56,5,0 [45,0; 111,0]
D 0,0031 0,0021

IIpumeuanue. OTTIT — octpoe nospexaeHue nouek; HITBIT — HecTepouaHbie TPOTMBOBOCTAMTENIbHbBIE ITPENapaThl.

Tabauya 6. YpoBeHb pAHHHX MaPKePOB OCTPOTO MOBPEK/IEHNS MI0YEK B MOYE Y I€Tell C Pa3HOii 3THOJIOTHEll XMMHUYECKOTr0 OTpaBJie-
HUS B 3aBUCHUMOCTH OT CTA/IUH OCTPOTO NOBPEKIEHUS MOYEK

Table 6. The level of early acute kidney injury markers in the urine of children with chemical poisoning of different etiology

in relation to acute kidney injury severity

Vposen» NGAL VYposens KIM-1
Cramus ocrporo B 1-ii IeHb BO3/EHCTBHS, HI/MJI B 1-ii IeHb BO3EHCTBHS, IT/MJI
Buz oTpaBnenus NOBPEKIEHUS N . .
TR o — [25-01«1 TePIEeHTHIb; o — [25:“ TepPIEeHTHIb;
75-ii nepueHTHIb| 75-ii nepueHTHIb|
1-5 9 33,67 [18,75; 59,45] 256,0 [182,0; 715,0]
HITIBIT
2-5 6 54,4 [18,72; 84,98] 1067,0 [251,0; 1164,0]
D 0,093 0,017
1-a 6 30,55 [26,88; 40,76] 118,5 [42,0; 153,0]
Hetiponentuku
2-s 3 30,50 [26,88; 39,72] 118,0 [54,0; 158,0]
D 0,968 0,892
1-5 2 0,84 [0,83; 0,85] 985,0 [981,0; 989,0]
JleTepreHThl
2-5 1 0,84 [0,84; 0,84] 987,0 [987,0; 987,0]
p 1,000 0,821
- 1-s 17 30,50 [9,25; 33,82] 219,5 [117,0; 713,0]
Cero
2-s 10 33,85 [30,50; 84,95] 619,0 [153,0; 1070,0]
D 0,114 0,343

Ilpumeuanue. HIIBIT — HecTepoumHbie TPOTUBOBOCTIAIUTEIbHBIC TTPETIapaThI.

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)

55




docdopa, KHMCJIOTHO-OCHOBHOE  COCTOSIHUE
KPOBH.

BceM o6ciie1oBaHHBIM AETSIM B OTAEIEHUM TOKCUKO-
JIOTWY TIPOBOAWIIN CTIELIMAIbHbIE UCCIIeIOBAHMSI.

Ilpyn mnocTyrmieHM B OTAEJICHHWE  BBITTOTHSIIN
XUMUKO-TOKCUKOJIOTUYECKOE HCCIIeOBaHEe Pa30BOii
MTOPIMKA MOYM METOAOM TOHKOCJIOWHOM XpoMmaTorpaduu
JIUIST BBISIBJICHUST B OpraHU3MeE BEIIECTB U UX MeTabOoJM-
TOB, OMPEICNISIONINX XapaKTep OTpaBlieHMUs (IUIsT OTpe-
JeeHuss MeTabOJUTOB CIMPTOB TMPUMEHSIICS METO
ra3oBoii xpomartorpadun). AHanu3 rposoauicsd B ['BY3
«MHITL Hapxkonoruu I3M» B XUMHUKO-TOKCUKOJIOTYE-
CKOI1 TabopaTOpuH.

Pacuer ckopoctTu  KIIyOOYKOBOI  (puiabTpauuu
o «mpukpoBatHoit» (opmysne IlIBapua (Revised Bed-
side Schwartz Formula, forages 1—17; 2009 r) CK® =
= k * poct (cm)/KpeaTuHUH (MKMOJb/n) © 88,4, rhe
k=0,413. dopmyna mnpeacrtasieHa National Kidney
Foundation (c 2017 r. ©6uoxumuyeckasi jabopaTtopusi
6oapHMIbl M. H.D. dunaTtoBa onpenensieT KpeaTHHUH
MetonoMm IDMS, xox ctanmpaptuzanuu 967).

VbpTpa3ByKoBOe HCCIIeIOBaHUE TOYEK C HOMIUIe-
porpacdueit cocynoB nouek (arnmapat ESAOTE MyLab
TMSIX, Htanusa). OcMOTp NpPOBOAMIU CO CTOPOHBI
repenHeil OPIOITHON CTEHKM W CO CTOPOHBI CITUHBI
B TMOJIOKEHWU OOJBHOTO Jiexka Ha CITMHE W Ha XXUBOTE
cooTBeTcTBeHHO. OIlLIEHWBaIM JIMHEWHBIE pa3Mephbl
MOYeK, TOJIIMHY MMapeHXUMbI, pa3Mephl YalleyHO-J10Xa-
HOYHOM CUCTEMBI, a TaKXe MPOBOIUIN 1IBETOBOE IOTI-
IJIEPOBCKOE KAapTMPOBaHWE W  WMITYJbCHOBOJTHOBYIO
JonriepoMeTpuio. McciaenoBaHve BBITIONHSIIM B Tede-
HUe MepBBIX 3 THel MpeObIBaHKS TAallMeHTa B OTASICHUN
TOKCUKOJIOTUM.

YV Bcex GOJIBHBIX TTPU TTOCTYTUIEHUU B OTAEJICHHE TOK-
CHUKOJIOTMU, a TAKXKe Y IeTell 13 TPYIIITBI KOHTPOJISI Gpain
00pa3Iibl MOYM M3 Pa30BOI MOPLIUU B CTAHAAPTHBIN KOH-
TeifHep sk MOuYM B 00beMe oKojio 10 mut mist uccieno-
BaHUS YPOBHS PaHHUX MapKepOB MTOBPEXACHUS MTOYeK —
MOJIEKYJIbl TIOBpexaeHus: mnouek l-ro tuna (KIM-1)
n JjunokanuHa-2 (NGAL) B moue. Wccnenosanusi
10 OTpeNeIEHNI0 pAHHUX MapKepoOB OCTPOTO TTOBPEXIE-
HUS TTOYEeK B MOYE BBITTONHSIIN B JTabopatopuu Harmo-
HaJIbHOTO MEAMIIMHCKOTO MCCIIeI0BATEIbCKOTO IIEHTpa
onkojiornu uM. H.H. brioxuHa.

Cmamuueckas o6pabomka Odanubix. JIst pelnieHus
MTOCTaBJIEHHBIX B WCCIEAOBAHWM 3amad MCIOJb30Ban
TIPUHSATBIE B IOKa3aTeJbHOW MeIWIIMHE METOAbl aHa-
Jn3a NaHHBIX. [IpUMeHSTM ONepalMoOHHYIO CUCTEMY
Windows 10. Hcnonb3oBaii COBpEMEHHbBIE TTaKeThl
cratTucTdeckoro aHanm3a: Statgraphics Plus, Statistica
for Windows Bepcum 8. s odopmiieHHUsI pe3yIbTaToB
WCCNIeIOBAaHUI TTPUMEHSITN TIaKeThl U3 cUCTeMbl Micro-
soft Office. [Tony4yeHHBIE B IIpoIlecce UCCIeIOBaHMS JaH-
HbIe OBLTN YIIOPSITOYEeHBI U CUCTEMATU3UPOBAHbI B OTHO-
CUTETbHO ONHOPOIHBIE TPYMHIBI TI0 OMpeaeeHHBIM
MpU3HaKaM. Y4YUTBHIBAJU CJEIYIOIIMe CTaTUCTUYECKUE
XapaKTepUCTUKU: MeauaHa (Me), 3HaueHUe ToKasartess

Xenesa;

OPUINHAJIbBHbBIE CTATbU

Ha ypoBHe 25-ro 1 75-T0 TlepueHTUICH. B 3aBucuMocT
OT ToyslyyaemMoil (opMbl pacripeieieHus] COBOKYITHO-
CTell NPUMEHSUIM TapaMeTpuyecKrue M HelapaMeTpu-
YecKre BUObl CTaTUCTUYECKMX KputepueB. CpaBHEHUE
MEXIY OCHOBHOI ¥ KOHTPOJIbHOM TpyIIIaMy ITPOBOIUIN
C UCIIOJIb30BaHUEM ITapaMeTpUUecKOoro aHajora Koagd-
¢unmenTa CrblogeHTa. Pasnnumsa mpu3HaBaaIM CTaTH-
cTUYecKu 3HauMMbIMU 1ipu p<0,05.

Pe3ynbTathl M 06CcyxaeHue

B Hacrosiimee BpeMs B JIMTepaType OTCYTCTBYIOT
OOIIeNpPUHSATBIE JaHHble O HOpMaTHMBax coaepkKa-
HUSI paHHUX MapKepoB OCTPOTO TOBPEXKICHUS TMOYEK
B MOYE, B CBSI3W C OTUM [JIST OLEHKM WX COIEPKAHUS
B MOYe y IeTeli C OTpaBJICHUSIMH XUMUYECKON STHOJIOTUN
(ocHOBHas TpyIINa) MPOBOIUIOCH CpaBHEHHWE C ComepKa-
HUEM 3TUX MapKepoB B MOYE Y YCIIOBHO 3I0POBBIX AeTEi
U3 Tpynmbl KOHTpous (tabh. 2). Ipu atom 95% nosepu-
TeJbHBI WHTEpBaJ ObLT MPUHST 3a BEPXHIO TPaHMILY
HOPMBI MapKePOB OCTPOTO MOBPEKICHUS TTOUEK.

C yueroM MHOToo0Opa3usi MeXaHU3MOB He(hpPOTOK-
CUYHOCTU JEeTH OCHOBHOM TPYIIBI ObUTA pa3aeieHbl
Ha TIOATPYMITBI B 3aBUCUMOCTU OT BeIleCTBA, BHI3BAB-
IIEro OTpaBjJeHue, W aHajiu3 TPOBOIUJICS OTICIBHO
Mo Kaxmoi moxarpymme. Yucio MaluueHTOB B KasKIOu
TTOATPYIITTE, Y KOTOPBIX OTMEYaI0Ch MOBBIIIIEHNE OTHOTO
WM HECKOJBKUX MapKepoB OCTPOTO TOBPEXKICHUS
MoYeK B MOYe B 1-i1 IeHb TTOCIe BO3MEUCTBUS, M YUCIIO
GOJIBHBIX, Y KOTOPBIX OCTPOE TOBPEKACHUE MOYeK pa3-
BUJIOCH B IIEpUOJI HAOIIOAEHMSI, TIPeICTaBIeHEI B Ta0JI. 3.

Takum o6pasom, n3 120 o00cIeHOBAaHHBIX ALV~
E€HTOB C pa3MYHBIMU OTpaBlieHusIMH y 32 (26,7%)
B JajibHeilieM ObIJIO  JIMArHOCTUPOBAHO  OCTPOE
nmoBpexkIeHne moyek. Ha MOMEHT TepBoro orpenaese-
HUST MapKepoOB OCTPOTO TOBPEXKICHUS TMOYEeK MPU3HAK
COOCTBEHHO TIOBPEXIECHUS TOYeK B BUOE CTATUCTHU-
YeCKM 3HAYMMOTO TOBBIIIEHUS YPOBHSI KpeaTMHWHA
B CBIBOPOTKE KPOBU OMPEIESICS TOJbKO Y 1 00IbHOTO
¢ orpasieHueM naetepreHtamu (0,8% ot obiiero yucia
JeTeld OCHOBHOI TPYIIMbI), OAHAKO K 3-My THIO OCTpOe
MOBpeXIeHNEe TToYeK (0 JaHHBIM OTIPEeIEHUST YPOBHS
KpeaTMHWHA B CBIBOPOTKE KPOBM) pa3BUIOCh Y 32 meTei
u3 35, UMEBIIMX HA MOMEHT MTOCTYTUICHUS TTOBBITIIEHHBIIA
YPOBEHb MAapKePOB OCTPOTO MTOBPEXKACHUS ITOYEK B MOYE.
V 3 manumeHToB C MOBBIIIEHUEM YPOBHSI paHHUX MapKe-
POB OCTPOTO MOBPEXIECHUS MOYEeK B 1-i1 TeHb TOCTIUTA-
JIN3alMKU B JaJIbHEMIIIEM TaKOBOE He pa3BUJIOCh, Y BCeEX
9TUX JEeTeil OTMEeYaloCh OTpaBJeHUEe MPOAYKTAMU Tope-
Hus. [Ipu 3TOM y TAllMEHTOB, WMEBIIMX HOPMAaJbHBIN
YpOBEHb paHHUX MapKepoB B |- CYTKU TOCTYIUICHUSI,
cJIydaeB OCTPOTO TTOBPEXICHUS TIOUeK Tpu HabJoe-
HUW B IMHAMUKE He 3aperucTpupoBaHo. CieaoBaTelIbHO,
CTATUCTUYECKOE J0KA3aTeIbCTBO CBSI3U MEXIY M3MeHe-
HUEM YPOBHSI MapKepa M BEPOSITHOCTBIO MOCIIEIYIOIIEero
Pa3BUTHSI OCTPOTO TIOBPEXAECHUs TIOYEK TTO3BOJIMIO
ObI CYMTATh UCCIIEeAyeMble MapKephl MPOTHOCTUYECKUMU
JUTSI TAHHOTO BUIA MATOJOTUU.
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‘Iyzyﬁosa 0.JI. u coagm. PaHHSIS1 IMArHOCTUKA OCTPOTO MOBPEXIEHMSI IOYEK Y AETEl C OTPABICHUSIMU XUMUYECKOI STHOIOTUI

VYposens KIM-1 u NGAL B moue y nereit OCHOBHOM
rpyNIibl 63 OCTPOTro MOBPEXACHUS MOUYEK He TPEeBbIIIal
BEPXHEro UX 3HaUeHUs B KOHTPOJIbHOM Tpyrine. B ciyuae
pa3BUTHS OCTPOTO MOBPEXAEHUS TToueK ypoBeHb KIM-1
noBeimancst B 3,2 pasa, a ypoBeHb NGAL — B 29 pa3
M0 CPaBHEHUIO C TAKOBBIMU Y JIET€l OCHOBHOW TPYIIITbI
0e3 ocTtporo mnopexneHus: nouek (puc. 1). Ilpu sTom
B ciiydyae (popMUpPOBaHUSI OCTPOTO TOBPEXKIACHUS TTOUYEK
2-i1 cragum, IO CpaBHEHWIO ¢ 1-#i crammeil, ypoBeHb
KIM-1 6w BhIIIE B 1,6 pa3a, a conepxkanue NGAL cra-
TUCTUYECKU 3HAYMMO HE pa3inyaaoch (puc. 2).

YcraHOBIIEHO, UTO y JIeTell C OTpaBICHUEM MPOIYK-
TaMM TOPEHMS W HECTePOUIHBIMU TIPOTUBOBOCITAIIN-
TEeJbHBIMU TpernapaTaMu Obla 3HAYUTEIbHO Bbillle Me
ypoBHs KIM-1 (puc. 3, a). B otiuuue ot aToro BbIpa-
>)KeHHoe (OoJiee yem B 18 pas) yBenuueHue Me ypoBHS
NGAL ompeneasioch TOABKO Yy JeTeil ¢ OTpaBJICHUEM
HECTEPOUIHBIMA  TTPOTUBOBOCTIAIMTELHBIMUA ~ TIpeTia-
patamu (puc. 3, 6). OnHako, KaK Mbl OTMEYaJIM paHee,
Yy BCEX IMalMeHTOB C OTPaBJICHUEM TMPOAYKTAMU TOPEHUS
(3 pebeHka), HECMOTpPSI Ha BBICOKMI YPOBEHb B MoOYe
KIM-1 B 1-e cyTkM, B majibHEMIlIeM OCTPOEe TOBpEXIIe-
HUE TT0YeK He pa3BUIOCH.

B 1-e cyrku otpaBieHusi ypoBeHb KIM-1 B Moue
y IeTel ¢ pa3BUBIIMMCSI OCTPHIM TTOBPEXACHUEM TTOYEK
B 100% ciy4aeB MOBBIIIAICS MPU BO3ACHCTBUM YKCYCHOM
9CCEeHIMEeN U AeTepreHTaMu, B 87% — TIpu OTpaBIeHUU
HECTEPOUIHBIMA  TTPOTUBOBOCTIAIMTELHBIMUA ~ TIpeTia-
patamu. Beicokuii ypoBeHb NGAL B Moue B 1-e cyTKu
OTIpeIeNIsiICS Y BCEX NEeTell C OTpaBJICHUSIMU HECTEpO-
WIHBIMA ~ TIPOTUBOBOCHAJIUTEILHBIMU  TIperapaTtaMu
U YKCYCHOM 3CCeHIIMel (B JalibHEMIIeM Y HUX pa3BUIIOCh
OCTpOe TIOBpeXAeHNe TToueK) U B 89% — Tipu oTpaBie-
HUU HeliposienTukaMu (TadJ. 4).

Paznuumst ypoBHeit NGAL u KIM-1 y nereit ¢ pa3-
BUBILMMCSI OCTPBIM TIOBPEXACHUEM TTOUYeK U Oe3 TaKo-
BOTO CTATMCTUYECKU 3HAYMMBI TIPU OTPABJICHUM HECTe-
POMIHBIMA TIPOTMBOBOCITAJIUTEILHBIMU  TIpeTiapaTaMu,
YKCYCHOM 3CCeHIMeil M HelposenTukaMu (Tadmn. 5).
B 1O Xe BpeMsi Tipu OTpaBJeHUU NETEpPreHTaMu TMOJy-
YeHBI JOCTOBEPHBIE pa3nuuus ToabKo mist KIM-1.

ITpu ananuze ypoBHst NGAL u KIM-1 B Mmoue y neteit
C OTpaBJIEHUSIMU M Pa3BUBIIMMCS OCTPBIM ITOBPEXIE-
HUEM TTOYEK CTATUCTUIECKU 3HAYMMBIX Pa3IMUUil MKy
MoKa3aTeIsIMA Tpu |- cTamuv W 2-i CTaIMU OCTPOTO
MOBPEXIEHUS TIOUEK He BBISIBJIEHO, HE3aBUCUMO OT BUIA
oTpaBlieHMs (TabI. 6).

Pesynbrarht HCCIIeT0BaHUS CBUJIETEJIbCTBYIOT,
yto kKak NGAL, tak u KIM-1 B Moye oka3zanuch 3Ha-
YUMBIMM MapKepaMH paHHEeW ITUAarHOCTMKH OCTPOTO
MOBpEXIECHNUST TIOYEK: JyBCTBUTENBbHOCTH 78 m 87,5%
COOTBETCTBEHHO, CIENNPUIHOCTE — 96,2% B 000MX
cyJasix.

Taxum o6pa3oM, Ha OCHOBAaHMY MOJIyYEHHBIX TaHHbBIX
yctaHoBJieHO, 4yTo KIM-1 m NGAL cayxar nHdopma-
TUBHBIMU PaHHUMHM MapKepaMu OCTPOTO TTOBPEXKACHUS
MOYeK y IeTeil ¢ OTpaBICHUSIMU XUMUUECKOM STUOJIOTUH.

200,0
/, 182,5
150,0
100,0
88, —=KIM-1,
nr/mn
50,0 57,0 —=—NGAL,
30,55 Hr/MN
1,0 s
0,0
KoHTponbHas Be3 OMM onn
rpynna
-50,0

Puc. 1. YpoBHu (Me) MapkepoB OCTPOTro MOBPEKIAEHHUS TMOYEK
(OIIIT) B Moue y AeTeii KOHTPOJILHOI M OCHOBHO¥ IPyII.

Fig. 1. Levels (Me) of acute kidney injury markers in urine
in children of control and studied groups.

=@=KIM-1, nr/mn  =fll=NGAL, Hr/Mn
300,0
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200,0
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153

100,0 o
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1.05 33,88
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KoHTponbHas rpynna onmn1 onna2

Puc. 2. YpoBuu (Me) MapKepoB OCTPOrO NMOBPEKIEHUS MOYEK
(OIIIT) B MOYe B 3aBUCHMOCTH OT CTAIMH MOBPEXKIECHHS Y IeTeil
OCHOBHOIi I KOHTPOJIbHOW TPYIIIL.

OIIII 1 — 1-g craausa, OIIII 2 — 2-a ctagus.

Fig. 2. Levels (Me) of acute kidney injury (AKI) markers
in urine, in relation to the stage of damage in children of studied
and control groups.

BrIsiBJIEHO, UTO B 3aBUCMMOCTM OT THMAa XWUMHUYECKOTO
BEIIeCTBa, BO3MAEHCTBOBABILIETO HAa MOYKU, 3HAYMMOCTh
MapKepoB ISl paHHEW MMarHOCTMKU OCTPOTO TTOBPEX-
NIEeHUsI TIOYeK OTIMYaliach, 3a MCKIIOUYEHUEM CllydyaeB
C OoTpaBjieHueM yKcycHoil kucioroil: NGAL ObL1 Hau-
0oJjiee YYBCTBUTEJNBbHBIM MapKepoM Tpu OTpaBJICHUU
HEeNpoJIeNTUKAMU Y HECTEPOUIHBIMU MTPOTUBOBOCTIAIM -
TeJabHbIMU mipeniapatamMu, a KIM-1 — mipu orpaBieHun
JeTepreHTaMu.

BbiBoAbI

1. Y nmereit B Bo3pacte oT 1 roma go 18 jeT nmpu nepo-
paJIbHOM  OTpaBJIeHUM XWMHUYECKUMHU  BelleCTBAMU
YacToTa OCTPOTO TOBPEXKICHMS TToUeK coctaBuia 26,7%
(y 32 u3 120 nmereit). HauGosiee BbICOKMIT PUCK OCTPOTO
MOBPEXKIECHUST TIOYeK OTMeYayicsl TIpU  OTPaBJICHUSIX
HECTEPOUIHBIMU  MTPOTUBOBOCTIAIMTEbHBIMUA  TIpeTia-
patamu (55,5%), wueviponentukamu (30%), yKcycHO
accennmeii (27,7%) n nereprentamu (33,3%).
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Puc. 3. Yposuu (Me) KIM-1 (a) u NGAL (0) B Moue y ieTeii KOHTPOJIBHOI TPYNIIBI H HCCJIETyeMbIX TOATPYIIIL.

HIIBII — HecTepouaHbie MPOTUBOBOCHIAJIUTEIbHbIE MPENapaThl.

Fig. 3. The levels (Me) of KIM-1 (a) and NGAL (0) in urine in children of the control group and the studied subgroups.

2. B 1-e cyTkm 1mociie TOKCMYECKOTO BO3ICUCTBUS
TpaIgUIIMOHHBIE MapKepbl HapyIIeHU (PYHKINU TOYeK
(TIOBBIIIEHNWE  KOHIIEHTPAIlMA  CBIBOPOTOYHOTO  Kpe-
ATUHUHA W MOYEBUWHBI) TO3BOJWIN BBISIBUTH OCTPOE
roBpexaeHre movyek Ttoabko B 1 (0,8%) ciydae, Torma
KaKk Ha 3-M CYTKM pa3BepHyTasi KapTMHa OCTPOTO
MOBPEXIEHUST TIOYEK C a30TeMueil 1 U3MEHEeHUEeM Kpo-
BOTOKa IO JAHHBIM JOIMTUIeporpacduu COCyI0B TMOYeK
BBIABIISLTACH Y 26,7% neteit. [1pu 5TOM y BceX 9TUX JeTei
Ha l-¢ CyTKM BBISBJISIIACh TIOBBIIIEHHAST DKCKPELUST
HCCIIeTyeMbIX paHHUX MapKepOB OCTPOTO TOBPEXKIACHMS
MOYEK C MOYOM.
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Oco0eHHOCTH CTOMATOJIOTMYECKOr0 CTATyCA Y JAeTeil C paCCTPOiCTBOM ayTHCTHYECKOTO
CIeKTpa

A.U. Kpanuexun, E.E. fukesuu, K.B. Ocunosa

'BY3 «Hay4HO-NpakTn4eckmii LEHTP CNeLNann3vpoBaHHON MEAULIMHCKOWM NOMOLLM AeTsaM UM. B.d. BoliHo-fceHeLkoro»
O3M, Mocksa, Poccus

Features of dental status in children with autistic disorders

A.l. Krapivkin, E.E. Yatskevich, K.V. Osipova

Voino-Yasenetsky Scientific and Practical Center for Specialized Medical Care for Children, Moscow, Russia

Ienb. DnuaeMHoI0rHYecKoe MCCie0BAHHE CTOMATOJIOTHYECKOTO CTaTyca y JeTeil ¢ paccTpOiCTBOM ayTHCTHYECKOTrO CHEKTpa
VISl YTOYHEHHS HANPABJIEHUIA MeIUKO-COIMATBHOI PA0OTHI M MOTEHIMAJILHBIX 00HEMOB CTOMATOJIOTHYECKOT0 BMELIATEILCTBA.
Marepuanst u Metoasl. Q0cnenoBansl 98 nereii ¢ paccTpoiicTBAMH AyTUCTHYECKOTO CHEKTpa B Bo3pacte OT 3 10 7 jieT, U3 HUX
69 ¢ BpemenHbIM U 29 co cMemanHbIM npukycom. IIpoBeneno croMaTosiornyeckoe 00c/e0BaHue NAIMEHTOB C OIIEHKOM yPOBHS
TUTHEHBI MOJIOCTH PTA, HAJIMYMS KAPHO3HBIX MOPAKEHHIi, COCTOSIHUS TKAHEil MAPOIOHTA.

Pesyabrar. ['uruena noJiocTu pra y Jereii ¢ paccTpoiCTBAMH AyTHCTHYECKOTO CIEKTPA HAXOIMTCS HA HEYIOBJIETBOPHTEILHOM YPOBHE.
HyxnaeMocTb B cCaHAIMK TOJIOCTH PTa cocTaBisieT 85+5,6%; umeetcs Bbicokas (78,6%) pacnpocTpaHeHHOCTb Kapueca BpeMeHHBIX
3y00B Ha (hoHe 3HAYNTEIbHOI MHTEHCHBHOCTH JTAHHOM MATOIOTMH (/107151 KOMIIOHEHTA «K» B 00IIeli CTPYKType HHTEHCHBHOCTH Kapueca
8113,11%); pacnpocTpaHEHHOCTH KATAPAJILHOTO THHIMBUTA cocTaBuia 61%, a 1014 nereii co 310poBbIM napoaoHToM — 7,14%.
3akmovenne. Pe3ynbTaTel HccienoBaHus 00YCJIOBIMBAIOT HEOOXOUMOCTb OKA3aHUS JAETAM C PACCTPOMCTBAMH AYTHCTHYECKOTO
CHeKTPa KBAIM(UIMPOBAHHOI CTOMATOJOTMYECKOW MOMOIM, 00beMbl KOTOPOii 3HaunTe bHbI. IIpenioken KOMILIEKC PeKOMEH-
JIyeMBIX JIe4eOHO-NPO(PUIAKTHYECKNX MepP, BKIIOYAIOIIMIA yIydlieHHe THrHeHbI MOJOCTH PTa ¢ 0COObIM y4eToM cnenuduiecKux
XapPAKTEPUCTHK OCHOBHOTO 3200JieBanus (YIOP HA MOTHBALMOHHDIIA ()AKTOP, EPEBO] MAHYAJIbHBIX JAECTBHUII B MTPOBOii (hopmar,
HCHOJIb30BAHHE T'APKETOB), YCHIEHHE NMATOreHeTHYEeCKOl Tepanuu ¢ eKeTHEBHbIM HCINOJIb30BAHMEM PEMUHEPAIU3YIOIMX Npena-
PaToB, MpUMMeHeHHe MpreMoB (MPOrpamMM) CreNUAIbHOI JTeueOHOoil hH3NIeCcKOoil KYJIbTYpPbl B COUETAHUM C PEryJIsIpHBIMUA OCMOTPAMHU
Y CTOMATOJI0Ta M MOBbIIIEHHEM HHTEHCUBHOCTH NPOGHIAKTHIECKMX MEPONPHSTHIA.

Karouesvie crosa: 0emu, CIMOMAMON02UHECKULL cmamyc, aymusm, paccmpoﬁcmea aymucmuveckKkoeo cnekmpa, eucuena noirocmu pma,
npod)u/taicmulca CMoMamono2u4ecKux 3a601e6anull.

Ans yntupoBaums: KpanvskuH A.W., Sukesuy E.E., Ocunosa K.B. OCOGEHHOCTY CTOMATO/I0rM4eCcKoro ctaryca y AeTeli ¢ pacCcTporiCTBOM
ayTucTuyeckoro criektpa. Poc BecTH nepviHaton v negmatp 2023; 68:(6): 61-66. DOI: 10.21508/1027-4065-2023-68-6-61-66

Purpose. The purpose of the publication was to conduct an epidemiological survey for a comprehensive study of the dental status
in children with autism spectrum disorder to clarify the areas of medical and social work and the potential scope of dental intervention.
Materials and Methods. We examined 98 children with autism spectrum disorders aged 3 to 7 years, 69 of them with temporary and
29 with mixed occlusion. A dental examination of patients was carried out, the state of oral hygiene, carious defects of the teeth, and
the state of periodontal tissues were assessed.

Results. It is shown that the state of oral hygiene in children with autism spectrum disorder is unsatisfactory. The need for dental
care in 8515.6% of patients was diagnosed; there was a high prevalence (78.6%) of caries of primary teeth against the background
of a significant intensity of caries pathology (the share of the “D” component in the overall structure of caries intensity is 81+3.11%);
The prevalence of gingivitis was 61%, and the proportion of children with healthy parodontium was 7.14%.

Conclusion. The results of the study determine the need to provide children with autism spectrum disorders with qualified dental care
and its significant volumes. A set of recommended therapeutic and preventive measures has been proposed, including strengthening
oral hygiene with particular regard to the specific characteristics of the underlying disease (emphasis on the motivational factor,
transferring manual actions to a game format, using gadgets), strengthening pathogenetic therapy with the daily use of remineralizing
drugs, the use of special physical therapeutic techniques (programs) in combination with regular examinations at the dentist and an
increase in the intensity of preventive measures.

Key words: children, dental status, autism, autism spectrum disorders, oral hygiene, prevention of dental diseases.

For citation: Krapivkin A.l., Yatskevich E.E., Osipova K.V. Features of dental status in children with autistic disorders. Ros Vestn Perinatol
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AKTyaJ'[bHOCTL HaCTOSIIEN ITyOoJIMKauy o0yCcIoBIIeHA
TeM, YTO TOIAepKaHWe 3I0POBbS M obecreueHue
Ka4eCTBEHHOTO M pe3yJbTaTUBHOTO JIeYeHUsl 3ab0seBa-
HUI, B TOM YKCIIe CTOMATOJOTUYECKUX, y IeTeil ¢ pac-

CTPOMCTBOM ayTUCTUUYECKOTO CIEKTpa IpPeACTaBIseT
CJIOXXHYIO MEIUKO-COLMabHYI0 3aaady. 3aboseBaHue
paccMaTpuBaeTCsl B KAueCTBE HEBPOJOTUYECKOTO, OCHOB-
HOM ero MPUYMHOI BBICTYMAET MOpakeHUe TOJOBHOTO
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OPUITNHAJIbHBIE C

b

mosra [1]. Cumnrombl 3a0oieBaHUsST MaHUMECTUPYIOT
o Bo3pacrta 3 jeT. PacmpocTtpaHeHHOCTh pacCTpOMCTB
ayTUCTUYECKOTO CMEKTpa Yy AeTell COCTaBIISIET MPUMEPHO
3 Ha 10 TBIC. HOBOPOXIEHHBIX, IIPU 3TOM 3a00JieBaHUE
BCTpeYaeTcs cpear MaJbuuKoB B 3,5—4 pasa yalle, 4eM
y IeBouex [2, 3].

JleTn ¢ nMarHO30M pacCTPOMCTBA ayTUCTUYECKOTO
CIEeKTpa HYXIAITCS B KOMIUIEKCHON MeIMKO-COIUab-
HOI1 MoMoIIIM, B TOM uKciie peadbunutaunu. Kak u apyrum
KaTeropusiM MalMeHTOB, NETSIM C PacCTPOMCTBAMM ayTH-
CTUYECKOTO CITeKTpa OKa3bIBAETCSI CTOMATOJIOTHYeCcKast
rnoMoliib. OCHOBHBIE OTJIMUMS Y JIETEl ¢ paccTpoiicTBaMu
ayTUCTUYECKOTO CITeKTpa OT APYTMX KaTeropuil CToMaro-
JIOTMYECKHUX TTAlIMEHTOB 3aKJII0YAOTCS TIPEMMYIIIECTBEHHO
B OCOOEHHOCTSIX TIpMeMa M TPUMEHSIEMbIX METOIOB Jieue-
Hust. Jydime pe3yabTarsl B 00eCIedyeHUH 310POBbsI MOJI0-
CTH pTa IOCTUTAIOTCS TTyTEM CO3MaHUS YCIOBUM TSI KOM-
¢opTHOTO yX01a B OBITOBBIX YCIOBUSIX [4].

JlaHHBIE O CTOMATOJIOTMYECKOM CTaTyce JIeTell ¢ pac-
CTPOMCTBAMU ayTUCTUYECKOTO CIeKTpa CpPaBHUTEIbHO
HeMHorouucieHHbie. [lpoGiema HakoIUleHUsI CBefe-
HUI B HEMAJIOW CTEMEHU MMEET COLMAJIbHBINA XapakTep
U CBSI3aHAa C OCOOEHHOCTSMU pPEIIeHUH, TTIPUHUMAEMbIX
POAUTENSIMU, TIO TIOBOLY HEOOXOIMMOCTHY M TAKTUKM pea-
OMIMTAalIMOHHON paboThl. MI3BeCcTHO, UTO Yy JeTelt ¢ pac-
CTpPOICTBAaMU ayTHCTUYECKOTO CIEeKTpa HauboJjee pac-
MPOCTPaHEeHbl TaKWE CTOMATOJIOTMYECKHE 3a00JIeBaHus,
Kak Kapuec (B TOM 4YHCJe OCJIOXHEHHBII), aHOMaJIuu
3y0OUEJIIOCTHBIE U TapOAOHTa, CUCTEMHAsl TUIIOTUIA3USI
smanu [5—12]. Kpome Toro, Bo3MoxXHa 3ajepxKka Ipo-
pe3bIBaHUsI 3y0OB ITOCTOSITHHOTO TIPUKYca 10 CpaBHEHUIO
C TAKOBBIM Y 37I0POBBIX JIETEHA.

YTouHeHUEe O0COOEHHOCTEN TPOSIBICHUSI CTOMATOJIO-
TMYECKOTO CTaTyca y AeTel ¢ pacCTpOCTBAMU ayTUCTHYE-
CKOTO CITeKTpa MPU3BaHO CONIEICTBOBATD MJIAHUPOBAHUIO
paboThl CTOMATOJIOTUYECKON CIYXObl peaduIMTalMOH-
HBIX OpraHu3aluii, BKJtoUass oOBbeMBbl CTOMATOJIOTMYE-
CKOTO BMeIIIaTeJIbCTBA, COBEPIICHCTBOBAHUIO TEXHOJIO-
MY OKa3aHUSI CTOMATOJIOTMYECKOM TTOMOIIIH.

Ilean nccienoBanus: SMUIEMUOJIOTUIECKOE UCCIIEN0-
BaHME CTOMATOJIOTUYECKOIO CTaTyca y IeTel ¢ pacCTpoii-
CTBOM ayTUMCTUYECKOTO CIEeKTpa /ISl YTOUHEHUST HaTlpaB-
JICHUI MEeIMKO-COIMaJbHON pabOThl M TOTEHIIMATbHBIX
00BEMOB CTOMATOJIOTMYECKOTO BMEIIaTeIbCTBRA.

XapaktepucTtuka aetev u MeToAbl UCCNeaoBaHNS

HccnenoBanmne mposeneHo Ha 0Oasze [ocymapcTBeH-
HOTO OIOMKETHOTO  YUYPEXKIECHUST 3IpaBOOXpPaHEHUS
ropoga MockBbl «HaydHo-TIpaKTMUeCKUi IIEHTP Crie-
IMATU3UPOBAHHOM ~ MEOWUIIMHCKON  TIOMOIIM  JETSIM
nMm. B.®D. BoiiHo-fcenenkoro demapramMeHTa 3apaBo-
oxpaHeHUsI Topoga MockBbel». B xome smmmmpudeckoro
HCclenoBaHus 00caenoBaHbl 98 neTeii ¢ paccTpoiicTBaMu
ayTUCTUYECKOTO CMEKTpa B BO3pacTe OT 3 10 7 JIeT, U3 HUX
69 ¢ BpeMeHHBIM 1 29 ¢ TepeMEeHHBIM MPUKYCOM.

B MeTomonornio 3MMIEMHOJIOTUYECKOTO HMCCIIEN0-
BaHUS BKIIOUEHO CTOMATOJIOTUYECKOe OOCiIeaoBaHue,

B TOM YHCJIe aHAJIN3 aHaMHe3a U OO0BEKTUBHBIX JTAaHHBIX
¢ npuema (pe3yJabTaTbl OCMOTpa TOJIOCTH pTa peOeHKa).
OlleHWBaJIM 1 aHAJU3UPOBAJIM YHUBEPCAJIbHbIE U TPO-
CThie (C YIeTOM COCTOSIHUS 3MOPOBbS MAIIUEHTOB) MTOKa-
3aTeJIM CTOMATOJIOTUYECKOTO CTaTyca, TaKnue KaK MHIEKC
rurueHsl  mosocti  pra  PemopoBa—BoaoakuHOIM,
nHpekcsl KITY KT u Kim mu1st olieHKY pacIpocTpaHeHHO-
CTU U MHTEHCUBHOCTH Kapueca, OlleHKa COCTOSTHUST TKa-
Hell mapomoHTa. B 4ucio MeTOmOB MCCeTOBAHUST BXO-
JAIA  AaHAUTIUTUYECKUM, KIMHUKO-UHCTPYMEHTAIBHBIN,
a TakXe CTaTUCTUYECKUIA.

Pe3ynbTathl M 06CcyxaeHue

Kak mpencrasnsiercst, (QyHIaMeHTaJIbHYIO pOJIb
B JIETEpMUHAIIMM CTOMATOJOTUYECKOTO cTaryca y neTei
C paccTpoiiCTBaMM ayTMCTUYECKOTO CIIeKTpa WrpaeT
COCTOSTHME TUTHEHBI TTOIOCTH pTa. JdedeKThl mpoduiak-
TUKU, CBSI3aHHBIE, B TOM 4YMCIe, ¢ Ne(UIIUTOM OOIIero
MOHUMaHUSI 3HAYMMOCTU TIPODUIAKTUKN 3a00JIeBaHUI
MOJIOCTH PTa U MOTUBAILIMU HA €€ PEeryJsipHOe U rpaMoT-
HOE OCYIIECTBIEHUE (CBOMCTBEHHBIE B LIEJIOM JIJIST TAlIM-
€HTOB JAHHOTO BO3pacTa) MYJbTUTLIULIMPYIOTCS BBUIY
crennUKI OCHOBHOTO 3a001eBaHus. Peub et o Takux
cnennuIecKux MnpoodiemMax y aeTeil ¢ paccTpoiicTBaMu
ayTUCTUYECKOTO CITeKTpa, KaK IMOBBIIIEHHOE CIIOHOOT-
NeJIeHne, HapylIeHne KOOPAWHAIINY SI3bIKa U JBVKEHUIA
B 1I€JIOM, OCJIa0JIeHHBII MblllIeuHbI ToHYC [13]. Ucrionb-
30BaHUE CMeIUaTbHON AUETH (MsITKasl, CIagKasi TTHIIa)
KaK CBSI3aHHOE C HapYIICHUSMU KOOPAWHAIIMUA W IBU-
JKEHWMH, TaK U B KQUeCTBE TICUXOJOTUIECKOM TTOMIEePKKI
(cTMMyJIOB-BO3HArpaXIeHuit 3a 60pbOY C MPeoaoIeHUEM
TPYIHOCTEI, pa3Hble ITOCTHUXXEHUsI), CJeIyeT paccMma-
TpUBaTh B KauyecCTBE MOMOJHUTEIBHOIO (akTopa, OTSI-
TOIIAIOIIEr0 CTOMATOJOTUUECKUI cTaTyC y AeTeit ¢ pac-
CTpOICTBAaMU ayTHMCTUUECKOTo criekTpa. HapyiieHue
MUWHEpaTN3alMi TKaHel BeIeT K MOBBIICHHOMY PHUCKY
pa3BUTHUSI CTOMATOJIOTMYECKUX 3a00JIeBaHUI Y TallUeH-
TOB JJAaHHOM KaTerOpuM, YTO TOJYYWJIO TTONTBEPXKIACHUE
B XO/I€ HACTOSIIETO SMIUPUYECKOTO UCCIENOBAHMSI.
JlaHHBIEe, XapaKTepU3yIollIMe CTOMATOJIOTMYECKUii cTa-
TyC AeTei, BKIIOUEHHBIX B UCCIIEIOBAHKE, TIPEICTABICHBI
B Tabmule.

B 11e710M BBISIBJIEHO, YTO COCTOSTHYE TUTHEHBI ITOJIOCTH
pTa y AeTelt ¢ pacCTpOMCTBAMM ayTUCTUYECKOTO CITeKTpa
0OCTaeTCsl Ha HEYJOBJIETBOPUTEIbHOM YPOBHE, B CPETHEM
9 u3 10 mamMeHTOB HYXIAITCS KaK B KBAIMMUIIMPO-
BaHHOM MOMOIIM AETCKOTO CTOMATOJIora, TakK U B OTHO-
BPEMEHHOM YKpPEIUIEHU! TPOMWIAKTUIECKOW pabOTHI.
Pacnipenenenue cpenHux 3HadeHMii uHIekca Deno-
poBa—BosnonkuHOI, TpUBeNeHHOE Ha puUC. 1, Takxke
MOATBEPKIAET MOJYYeHHBIE BBIBOABI U CBUAECTEILCTBYET
0 HEeHaJIeXxalleM COCTOSSHUM TUTMEHbI TIOJIOCTH pTa
y 00c/iefoBaHHBIX AETe ¢ pacCTpONCTBAMU ayTUCTHUYe-
CKOTO CITeKTpa.

ITonyyeHHbIe HaHHBIE YKa3bIBAIOT Ha BBICOKYIO pac-
MPOCTPAaHEHHOCTh Kapueca BpeMEHHBIX 3yOOB Ha (hoHe
BBICOKOM WMHTEHCUBHOCTM KapWeCOTEHHON TaToJIOTUN
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Tabauya. CBoaHble pe3yJIbTaThl AMUAEMHOIOTHIECKOTO 00CIe10BAHUS
Table. Summary results of the epidemiological survey

I'pynna noka3areuneit Iloka3arenn st 3Hauenue
H3MepeHus
Ypogsens rurueHsl (nHaeKe @enopoBa—BonoaknHOI):
1) xopomwui, 1)0
COCTOSIHME TUIMEHEL 2) YIOBJIETBOPUTEIILHBIM, En. 2) 1,6£0,4
MONOCTH pTa 3) Heyno%neTBopI/ITeanmﬁ, 3)2,4+-0,3
4) moxoit 3) 3,8+0,2
HynaeMocTb B caHaIIMK TTOJIOCTU PTa % 85+5,6
PacmpocrpaneHHOCTh Kapueca y neteii ¢ PAC % 78,6
J1oJ1s1 KOMITOHEHTA «K» B O0IIEN CTPYKTYpe MHTEHCUBHOCTH Kapueca % 813,11
J107151 KOMIOHEHTA «I1» B O0LIEl CTPYKTYpe MHTEHCUBHOCTH Kapueca % 19£2,98
IIl(e?g;Tc;reHHHe Jlonst m1oMOMpOBaHHBIX 3y00OB B CTpyKType nHnekca KITY+kn % 72,5+£7,81
PacnpocTpaneHHOCTh Kapueca 1o hopMam:
1) komMrieHcupoBaHHas % 1) 75,5
2) cyOKOMIIEHCUpOBaHHASI 2) 20,4
3) neKoMIIeHCUpOBaHHAS 3)4,1
PacnipocTpaHeHHOCTh KaTapaJbHOTO TMHTUBUTA % 61
COCTOSIHUE TKAHEH Homns nereii co 310pOBBIM ITAPOIOHTOM % 7,14
MapofoHTa 3y0HOI1 KaMEHb Basisr 0,08£0,03
KpoBoTounBocTh Bamibt 0,45+0,06

y JHeTeil ¢ paccTpoiicTBaMU ayTUCTUYECKOIO CIEKTpa.
Hawubosnee pacripoctpaHeHHast JTIOKaIM3alMsl KApUECOTeH-
HbIX 1e(hEeKTOB — Ha MepeTHUX BPEMEHHbBIX 3y0ax U MOJISI-
pax. [Tpu aTom noutu ¥ 3y00B, MOPAXKEHHBIX KAPUECOM,
He T1uioMOupoBaHbl. Cpeau neteil ¢ paccTpoiicTBaMu
ayTUCTUYECKOTO CIIEKTpa HauboJjee pacrnpocTpaHeHa
KOMIEeHCUpoBaHHast ¢GopMa Kapueca, UYTO COIMPOBOXK-
JAeTcsl OTCYTCTBUEM OOJIEBBIX CUMITOMOB, MEJEHHbBIM
MpOrpeccupoBaHKEM Tpoliecca (puc. 2).

CocTosiHuE TKaHell MNapojoHTa y OOCIeIOBAHHBIX
MalMEHTOB TaKXKE€ BbI3bIBAET 3HAUUTEbHbIE OMACEHUSI.
JIvmb y 7,14% Bcex oOcemOBaHHBIX JAeTel C pacCTpOii-

Xopoiunin

YO0BNETBOPUTENbHbIN

HeynoBneTBopuUTESbHbIi

[Mnoxon

CTBAaMU ayTUCTUYECKOTO CMEKTpa ObLIT TMAarHOCTUPOBAH
3I0POBBIIA MTAPOAOHT (puc. 3).

Takum obOpa3om, B XoIe MCCIETOBAHUS TUArHOCTH-
poBaHa HEYIOBJIETBOPUTEIbHASI KapTUHA COCTOSIHUS
CTOMATOJIOTUYECKOTO 3[0pPOBbSI Yy NETel C paccTpoii-
CTBAaMU ayTUCTUYECKOTO CIeKTpa. BhI3bIBaeT omaceHust
Kak BBICOKAsl pacrpOCTPaHEHHOCTh 3a00JIeBAHUI T10JI0-
CTU pTa, TaK M CTeTIeHb UX BBIPAXKEHHOCTH, B COUYCTAHUM
C OCTPOil HEOOXOAUMOCTBIO TIOYYeHHUST KBaau(pUIIMpO-
BaHHOW MOMOIIY NP HAJTUIUU MHOTOUYMCIIEHHBIX IMaTo-
JIOTUi, ocTralmxcs 0e3 Hamiexaiiei MmpoGuiIakTuKu
W JICYCHMUSI.

3,8

Puc. 1. Cpennnii unnekc @eaposoBa—Bos10AKHHOI y 00CI€10BAHHBIX JIETEl C PACCTPONCTBAMYU AYTUCTUYECKOTO CIEKTPA.
Fig. 1. Average values of the Fedrovov—Volodkina index in examined children with autism spectrum disorders.
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ITnanupyst paboTy CTOMaTOJIOTMYECKUX CIYXKO (0Tae-
JIEHUH, KaOWHETOB) MEIULIMHCKUX YUYPEXIEHUi, 0CO-
OEHHO 3aHMMAIOLIMXCS CHEeLMATU3UPOBAHHBIM 00CTY-
>KMBaHUEM JIETel ¢ OCOOEHHOCTSIMU MCUXOJIOTUYECKOTO
pa3BUTHsI, BKJIOYAsl IMATHO3 PAcCTPOMCTBA ayTHCTUYe-
CKOTO CIEKTpa, HEOOXOIUMO AETATbHO YUYUTHIBATh MTOBbI-
IIEHHYIO0 HAarpy3ky M COIyTCTBYIOIIMI OObEM IMarHo-
CTUYECKOM, TepareBTUYECKOW paboThl, BEAYIIYIO POJIib
CcTOMAaToJIora B OpPraHM3allMv W KOOPAMHALIMU MPOodU-
JIAKTUKU CTOMATOJIOTMYECKUX 3a00JieBaHUIl B OBITOBBIX
(IOMaIIHKUX) YCIOBUSIX, KOTOPYIO BaXHO OPTaHU30BbI-
BaTh B TECHOM B3aMMOJECUCTBUU C POMAUTEISIMU, UHBIMU
JIUIIAMU, OCYLIECTBISIIOIIUMU YXOJl 32 peOEHKOM C pac-
CTPOWCTBAMU ayTUCTUUYECKOTO CIIEKTPA.

KitoueBoii mpuyMHOI CTOMATOJIOrMYECKUX 3a00Je-
BaHUi y neTeil 3—7 JieT CiIy>KUT 110Xast TUTMEHa MOJI0CTH
pTa, YTO TakXke MOATBEPXKIAETCSl TPYTMMM HCCenoBa-
nusimu [14, 15]. [Ipobnematuka coueraetcs ¢ aeduiim-
TOM KBIM(UIIMPOBAHHOIO MEIMIIMHCKOIO TMepcoHaa,
CIOCOOHOTO HE TOJILKO 00ECeUUTh KaYeCTBEHHYIO I1a-
THOCTUKY M JIeYeHUWE CTOMATOJOTMYECKUX MaTOJOTUi
y AeTeil ¢ yuyeToM creludUrKU UX OCHOBHOTO 3a00JieBa-

OPUINHAJIbBHbBIE CTATbU

HUSI, HO TaKXXe W UTpaTh POJIb OpraHM3aTopa, pyKOBO-
IUATES U KOOpIWHATOpa MPOMPUIAKTUYECKON pabOTHI,
HalleIeHHOTO Ha ee JOJTOCPOYHYIO 3(h(MEKTUBHOCTD.
OO0111eCTBEHHBI 3aMpoC B MPEAMETHOI 00JaCT MOXET
OBITH YIOBJECTBOPEH 3a CUET MHTEHCU(UKALIMY TTpoliecca
MOATOTOBKMA U TIEPEITOATOTOBKN MEIVIIMHCKUX KaapoB,
B TOM YHCJIe C YYeTOM pe3yJbTaTOB IPEeACTAaBICHHOTO
Hay4YHOTO UCCIIEeIOBAHMSI.

He MeHee BaxkHO 00ecneUWTh M KOHTHMHYATbHOCTH
B3aMMOJECMCTBUS ¢ KOHKPETHBIM BpayoM Ha JOJTO-
CPOUHYIO TIEPCTIEKTUBY, Ha 4TO CJIEAYeT OPUEHTUPOBATh
ponuTeneit, a Takxke (hOpMUPOBaTH HEOOXOAMMBbIE Opra-
HU3aLMOHHBIE YCIOBUS (MMOAO0OHAST BO3MOXKXHOCTD B TTJia-
HUPOBAHWM MHOTOJIETHETO COTMPOBOXKIECHUST TALIMEHTOB
C pacCTpOWiCTBAMM ayTUCTUYECKOTO CIEKTpa MO MEHb-
e Mepe WMMeeTcs B YUPEXKIEHMSIX, OKa3bIBAIOIINX
CMEeMATN3UPOBAHHYI0 MEIULIMHCKYIO TTOMOIIb JETSIM
€ 0COOEHHOCTSIMU TMICUXUYECKOTO Pa3BUTHS).

C yueroM crieliuuK OCHOBHOTO 3a00JieBaHUS
npobiemMy OOYCIOBIMBAaeT HU3Kasi MOTHMBALMS JeTei
Kak K BBIpabOTKe, TaK 1 K MPAaKTUIECKOMY TTPUMEHEHUIO
HaBBIKOB YMCTKM 3y0OB. Pe3yibTaTUBHOMY CTOMATOJIO-

B KomneHcnpoBaHHas
B CybKoMMeHCcMpoBaHHas

B lekoMmneHCcupoBaHHas

Puc. 2. PacnpocTpaneHHOCTb (hOPM Kapureca y 00C/IeI0BAHHBIX JIETeil ¢ paccTpoiicTBa-
MM AYTHCTHYECKOTO CIIEKTPA.
Fig. 2. Prevalence of forms of caries in examined children with autism spectrum disorders.

M [leTn co 300POBbIM NAPOLOHTOM

B [leTn ¢ 60/bHbIM NAPOAOHTOM

Puc. 3. CTpykTrypa neTeii ¢ pacCTpoiiCTBAMH AYTHCTHYECKOTO CHEKTPA MO XapaKTepH-
CTHKE 3/10POBbsI IAPOIOHTA.

Fig. 3. Structure of children with autism spectrum disorders according to periodontal
health characteristics.
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TMYECKOMY JIUCHUIO TakKe TIPEISITCTBYIOT criennduye-
CKME peakIMM Yy TTallMeHTOB C PaCCTPOMCTBAMM ayTUCTU-
YeCKOro CITeKTpa.

bazoBble pekoMeHIaluu TI0 CHUXEHUIO PHUCKOB
HapylIeHUsI HOPMAaJIbHOTO CTOMATOJIOTMYECKOTO CTa-
Tyca y AeTell C pacCTpOMCTBAaMU ayTUCTUYECKOTO CHEK-
Tpa KacalTcsl YCWIeHUS! MOTMBAIIMOHHOTO MOTeHIIMaza
K JINYHOW TWUTHEHE, BKJOYas AaKTUBHYIO TOIICPXKKY
OKpPYXXEHMSI, TIepeBOJi MaHyaJIbHbBIX NEUCTBUI B MUTPO-
ByI0 (hopMy C HCTIOJIB30BAHUEM CPEICTB M TIPEIMETOB,
0o(OpMIIEHHBIX SIPKO U KPAaCOYHO, B TOM UMCJIE€ B COOT-
BETCTBUM C YBJICUEHUSIMM pebeHKa (B CTUIMCTHKE
JIFIDOMMBIX TEPOEB U p.). AKTUBHYIO TTOMJIEPKKY MOXKET
oKazaTb TPUMEHEHUE TICUXOJIOTMYECKUX IIPOrpaMM,
OpPUMEHTUPOBAHHBIX Ha MoAu(pUKALUI TTOBEICHUS,
BKJIOUasi OBITOBbIE HaBBIKM W TPUBBIYKHU, JETEl ¢ pac-
CTPOMCTBAMU ayTUCTUUECKOTO CIeKTpa. YCIleX MOXEeT
00eCIeynuTh HCIOJIb30BAaHWE COBPEMEHHBIX TaKeTOB
(HampuMep, 3JEKTPUYECKO 3yOHOW IIETKU, TOIKITIO-
YEeHHOW K MOOWIbHOMY TipwioxkeHuwo) [16]. domoi-
HUTEIbHBIM MHTEpeC y pebeHKa Mpu MPUMEHEHUU Ta-
JKeTa MOXKET BbI3bIBAaTh COPEBHOBATEJIbHBINT KOMITOHEHT,
B CBSI3W C 4eM 1IeJecooOpa3HO HE TOJIbKO IMPOJAyMaTh
rPaMOTHYIO MOTHUBALIMIO (TTIOOIIPEHUS 3a SIBHBIE U HESIB-
HbIE TOCTMKEHMSI), HO TaKXe M KOPPEKTHO IMoao0paTh
COOTBETCTBYIOIIYIO TTIporpaMmy ist cMaptdoHa. B yactu
pa3paboOTKM OOIMX U CcHeuru@UIecKUX MOTUBALIMOH-
HBIX MPOrpaMM 3HAUYMUTENbHYIO MOIEPKKY MOXET OKa-
3aThb OOpallleHre K CIeIMaibHOM JIMTepaType, a TakxKe
TMOMOIIIb TIefarora-rcruxoJjora, CrelraimcTa mo Koppek-
LIMOHHOI pabore [17].

HeobOxomgumo Takske IIOBBIIIEHUWE MpodeccruoHaIb-
HOW TIONTOTOBKM M TEPEeNOArOTOBKM Bpadeil cToMa-
TOJIOTUYECKMX  CIeIMaJIbHOCTe  peaduInMTallMOHHBIX
LIEHTPOB (MHBIX YUYPEXKICHWI, OKa3bIBAIOIIUX CIELM-
aJTM3MPOBAHHYIO MEIUIIMHCKYI0 TOMOIIb AETSIM C pac-
CTPOICTBAaMU ayTUCTUYECKOTO CIEKTpa) B YaCTU pa3BU-
TUSI KOMIMETEHIIUI B cepe oOIIero KOHCYIbTUPOBaHUS
Ha OCHOBE MEXIUCIUTIUIMHapHOTO noaxoaa. Hampumep,
B TO BpeMs Kak IeJaror-ricuxojior eiBa JIK TTOMOXEeT
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JInHAMHMKa yJbTPa3BYKOBBIX MOKa3aTeieil peTpooyIb0apHOro KpOBOTOKA NMPH Pa3THIHOM
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Dynamics of ultrasound indicators of retrobulbar blood flow at different durations of type 1
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IIpencTapieHbl pe3yibTaThl HCCIEOBAHUS TNHAMUKH YJIbTPA3BYKOBbIX MOKA3aTeieil KPOBOTOKA IJ1a3a M INIA3HUIbI Y MAIMEHTOB
€ CaxapHbIM quadeToM 1-ro THIA B IeTCKOM M MOAPOCTKOBOM Bo3pacTe. M cciieioBanne BKII0YAJIO AaHHbIe 70 MAMEHTOB B BO3pacTe
ot 5 10 18 jer ¢ nMTeILHOCTBIO 3200J1eBaHus 10 5 JjeT, oT 5 10 10 jieT u 6oee 10 j1eT. AHATM3UPOBAIMCH YIbTPA3BYKOBbIE MI0OKA3a-
TeJIN JIMHEIHOi CKOPOCTH KPOBOTOKA U HHJIEKCA Nepu¢epuyecKoro CONpOTHBICHHS O IJIA3HBIM aPTEPHSIM, IIEHTPAJIbHBIM apTePUsIM
¥ BEHAM CEeTYATKH, 32/IHUM KOPOTKHM IMJIMAPHBIM apTePUsIM, BEPXHUM IVIA3HBIM BEHAM B pa3Hble CPOKH JUIMTEIbHOCTH CAXAPHOTO
nuadera 1-ro Tuna. B pe3ysbrare HCC/Ien0BAHNS BbISBIEHO CHIKEHHE CKOPOCTH KPOBOTOKA B IIEHTPAIBHBIX apTEPHSX CETYATKH,
B 32JHUX KOPOTKHX IWIMAPHBIX apTEPUsIX C yBeJIMYeHHEM JJIMTEIbHOCTH caxapHoro auadera 1-ro tuna. Hanbobinee cHmkeHue
CKOPOCTH KPOBOTOKA 3aPETHCTPUPOBAHO B IPYIIE C JUIMTENLHOCTbIO caxapHoro nuadeta 0o.ee 10 jet. IToyyeHHble JaHHbIE MOTYT
OBITH MCTOJIb30BAHBI /ISl OIIEHKU U TWHAMHYECKOTO HAOJIIO/IeHHS] PAHHUX HAPYIIEHHIT KPOBOCHAOKEHNS 17132 M TVIA3HUIBI Y MAIH-
€HTOB C CAXapHbIM AHA0ETOM 1-r0 THNA B IETCKOM M MOJAPOCTKOBOM BO3pacTe.

Karoueewte caosa: demu, caxapruiii duabem, duabemuueckas pemuHonamus, pempooyib0apHslil KpOBOMOK, YAbmpa3eyKko8oe uccie-
doganue, ckopocmy KpoGOMoKa, UHOEKC nepugepuvecko2o conpomueaeHus.

Ansa yntupoBaunsa: domura C.B., CamorinoBa KO.I., 3aBagosckas B.[., KowmeneBa M.B., KasaHoB [.A., TpugoHoBa E.N., IOH B.3.,
Kyanavi [.A., 3opkanbueB M.A. [AuHamuka ynbTpa3ByKOBbIX Moka3ateneri petpobynbb6apHOro KpOBOTOKa MPW PAa3NyHON JJINTESb-
HOCTU caxapHoro auabera 1-ro tuna B AETCKOM M MOAPOCTKOBOM Bo3pacTte. Poc BecTH nepuHaton v neguarp 2023; 68:(6): 67-74.
DOI: 10.21508/1027-4065-2023-68-6-67-74

The results of a study of the dynamics of ultrasound parameters of blood flow in the eye and orbit in patients with type 1 diabetes mel-
litus in childhood and adolescence are presented. The study included data from 70 patients aged 5 to 18 years, with disease duration
up to 5 years, from 5 to 10 years, and more than 10 years. Ultrasound indicators of linear blood flow velocity and peripheral resistance
index were analyzed in the ophthalmic arteries, central arteries and veins of the retina, posterior short ciliary arteries, and superior
ophthalmic veins at different periods of the duration of type 1 diabetes mellitus. The study revealed a decrease in blood flow velocity
in the central retinal arteries and in the posterior short ciliary arteries with increasing duration of type 1 diabetes. The greatest
decrease in blood flow velocity was recorded in the group with a duration of diabetes mellitus of more than 10 years. The data obtained
can be used to assess and dynamically monitor early disorders of the blood supply to the eye and orbit in patients with type 1 diabetes
mellitus in childhood and adolescence.

Key words: children, diabetes mellitus, diabetic retinopathy, retrobulbar blood flow, ultrasound examination, blood flow velocity,
peripheral resistance index.

For citation: Fomina S.V., Samoylova Yu.G., Zavadovskaya V.D., Koshmeleva M.V., Kachanov D.A., Trifonova E.l., Yun V.E., Kudlay D.A.,
Zorkaltsev M.A. Dynamics of ultrasound indicators of retrobulbar blood flow at different durations of type 1 diabetes mellitus in childhood and
adolescence. Ros Vestn Perinatol i Pediatr 2023; 68:(6): 67-74 (in Russ). DOI: 10.21508/1027-4065-2023-68-6-67-74

CaxapHHﬁ nMabeT OTHOCUTCSI K IIMPOKO pacrpo-
CTpaHEHHBIM  METa0OJIMYECKUM  3a00JIeBaHUSM
C TIPOTPECCUBHBIM THUIIOM pPOCTa W COIPOBOXAACTCS
XpoHMYecKoi rurepriukemueii [1, 2]. OgHo n3 Hanbo-
JIee TSDKEJIBIX COCYAMCTBIX OCJIOKHEHUI caxapHOro Jaua-
6eta 1-ro 1 2-ro TUTIOB — IHabeTUYecKasi pETUHOTATHS,
KOTOpasi 3aHMMAaeT BTOPOE MECTO IO YacTOTEe pPa3BUTUSI
cpenn ocnoxHeHuit B Poccuiickoit Pemepaunu [3—5].
Oco0eHHOCTh TUabeTUYECKO PETUHOMATUM COCTOUT

B BBICOKOW COLIMAJIBHOM 3HAYMMOCTH, B TEPBYIO OdYe-
penb MpY caxapHoM auabeTe 1-ro THUma B IETCKOM BO3-
pacTe M3-3a BBICOKOTO PMCKa CHIKEHUS 3pEHUS BILJIOTH
IO TIOJTHOM TOTepy M paHHell mHBammmu3auuu. [loteps
3peHUsT 00yCJIOBJIeHa KacKaaoM IMaTOJOTMYEeCKUX U3Me-
HEHUi1 CeTYaTKM B OTBET Ha XPOHWYECKYIO TUIIEPIIINKE-
muto. LleHTpanbHOE 3B€HO COCTaBJISIIOT MPOLIECCH HApY-
IIeHUsT KPOBOCHAOXEHMsI CEeTYaTKM C TOCJEAYIONIIei
WIIeMueil, pa3BUTHEM MAaKyJISIpHOTO OTeKa, IMpoJinde-
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PATUBHBIMM W3MEHEHUSIMU CETYATKUM M HapacTalOIINM
PUCKOM TPaKIIMOHHOM OTCIIONKM CeTYaTKH.

BaxkHbIMU (paKTOpaMU pHCKA pa3BUTUST OUAOCTH-
YECKOM pEeTUHOIATUM TPU CaXapHOM IuUabeTe CYUTAIOT
JUTUTENIBHOCTh 3a00JIeBaHUsI, YaCTOTY TIIMKEMUYECKOTO
KOHTpOJISA, auciunuaemuto [2, 6, 7]. EcTb coobieHust
0 Pa3BUTHUU AUabeTUUECKON peTuHONATUH B 83% ciyuaeB
B TeueHue 10 jeT oT Havasia 3a001eBaHUsI caXxapHbIM Tha-
6etom 1-ro Tuna [8]. [MarmeHTam ¢ caxapHbIM 1abeTOM
1-ro THUIa, COTTACHO KIMHUYECKMM PEeKOMEHIAIINSIM
«CaxapHbiit nuaber 1-ro tumna y aereii» 2022 r., moka-
3aHbI €XeTOoMHasl KOHCYJIbTallus U OCMOTP O(MTaaTbMO-
JIOTOM B Bo3pacTte crapiie 11 JieT U IIpu JUIATEJIbHOCTU
3aboseBaHust 6osiee 2 jeT. CKpUHUHT AUabeTUYecKoi
PETUHOIIATUM BKJTIOYAET BU3MOMETPUIO [JIST OIpele-
JIEHUST PEeTMHAIBLHON OCTPOTHI 3peHUsl, OMOMUKPOCKO-
MHUIO TJIA3HOTO JHA, O(PTATbMOCKOMUIO TIPU pacIIupeH-
HOM 3payke M Omomukpodororpaduio IIa3HOro IHA
C UCIIOJIb30BaHMEeM (yHIyc-KaMepbl. JAnarHocTudyecKuii
AJITOPUTM AMA0ETUYECKOM PETUHOIATUM TaKXKe BKITIO-
YaeT MCITOJIb30BaHUE ONTUYECKOW KOTepEHTHOM TOMO-
rpadum, diyopecleHTHOM aHTHorpaduy rJIa3HoOro JHa,
KOTOpPBIE TTO3BOJISIOT MOJIYYUTh PacIIMpeHHYI0 MHDOP-
MAaII1IO O COCTOSTHUM TJIa3HOTO THA, OTIPEICIUTh HATMUHe
U3MEHEHUII PEeTUHAIBHBIX COCYIOB. JlMarHocThuecKast
TOYHOCTH TIEPEUNCIIEHHBIX METOIOB 3aBUCUT OT COCTOSI-
HUST TIPO3PAYHOCTH CBETONPETOMIISIONINX Cpell, XpyCcTa-
JIMKa, CTEKJIOBUIHOTO Tena [9].
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PocT TexHmYecKrx BO3MOXHOCTENM pacIIUpWI Tpa-
HUIIBI MPUMEHEHMS! YIBTPa3BYKOBOIM TMarHOCTUKU, B TOM
yucie B ohTalrbMOoNorii. BhicOKoe KauecTBO HATUBHOTO
VIABTPA3BYKOBOTO MCCIIEMOBAHUS TJIa3HBIX SIOJIOK U TJia3-
HUIBI TTO3BOJISIET 0Oe30MacHO, OBICTPO, BBICOKOMHMOP-
MAaTUBHO OLIEHUTb COCTOSTHME HE TOJIBbKO MEePEeIHUX OTIe-
JIOB TJIA3HOTO SI0JIOKA, CTPYKTYPY CTEKJIOBHIHOTO Teja,
COCTOSTHME 00O0JI0YEK TJIA3HOTO sI0JI0Ka M 30HBI MaKYyJIbl,
HO TakXe W W3MEPUTh TOJIIMHY 3pUTELHOTO HepBa
U BU3YaJIbHO OTPENEUTh €T0 CTPYKTYpY. BHenpeHue morm-
mieporpauy  paciuIupuio BO3MOXHOCTU KadyeCTBEHHO
OLIEHUTh BAaCKYJISIPU3ALIMIO PETPOOYIHOAPHBIX COCYIOB,
BHE 3aBUCUMOCTH OT IPO3PAYHOCTH CBETONPEITOMIISIO-
IIUX CTPYKTYp TJIA3HOTO sI0JI0KAa, YTO OCOOEHHO BaXKHO
MPY MAaTOJIOTUIECKUX U3MEHEHUSIX XPYCTAIMKA W CTEKJIO-
BHMIHOTO TeJia TIpY psifie 3a00JIeBaHMIA, TAKUX KaK TeMod-
TaJlbM, KaTapakTa, BOCTIAJIMTETbHbIE N3MEHEHMS.

PeTtpoOynbbapHbie cocynbl ClyKaT OCHOBHBIM KOJI-
JIEKTOPOM KpOBOCHAOXeHUsT Tja3a. [JasHas apTe-
pust — camasl KpyImHast apTepusi OpOUTHI, OHA SIBIISICTCS
BETBbIO BHYTpEHHEH COHHON apTepvy M Y BEPLIUHBI
OpOUTHI OOpa3yeT Oyry ¢ MHOXECTBEHHBIMU BETBSIMU,
pSI M3 KOTOPBIX YYACTBYIOT B KPOBOCHAOXEHWU TJa3-
Horo s16s0Kka [10]. LleHTpanbHast apTepus ceTyaTKu 0oe-
crieunBaeT KpoBbIO 2/3 BHYTpEHHEH ceTyaTKu U 4YacTh
JIVCKa 3pUTEILHOTO HeEpBa, BMECTE C LIEHTPaIbHOI BEHOI
CeTYaTK OHa JIOKAJu3yeTcs B TJIa3HUIIE BHOJb 3pU-
TEJBLHOTO HEpBa U ¢ HUM MPOHUKAET B TJIa3HOE SIGIOKO.
3amHue KOPOTKHE IUINApHbIe apTepUU SBIISIIOTCST TTPO-
JIOJDKEHUEM 3aIHUX UWJIWAPHBIX apTepuii, HaXOIATCS
PSIZIOM C JUCKOM 3PUTETHLHOTO HepBa M KPOBOCHAOXAIOT
BHYTPEHHUU CJION COCYIUCTON 000JOUKHM TJ1a3a (XOpuo-
KanmWIsIpbl) W OONBINYI0 4YacTh AWCKA 3PUTEIBHOTO
HepBa. BeHO3HBIN OTTOK OT 3pUTEILHOTO HEPBA TIPEUMY-
IIECTBEHHO peaNn3yeTcsl 4yepe3 LeHTPAbHYIO BEHY CeT-
YaTKU ¥ OT XOPHOKATTWIIISIPOB UYepe3 BOPTUKO3HbIE BEHbI
10 BEpXHEW M HUKHEW TJIa3HBIM BEHaM.

Iens uccnienoBanus: OlieHKA M3MEHEHMIT YIIbTPa3ByKO-
BBIX TIOKa3aTesiell peTpoOyIhboapHOTO KPOBOTOKA TIPH pa3-
JIMYHOM JUTUTEIBHOCTH 3a00JIeBaHMS CaXxapHBIM IMa0eTOM
1-To THTIA B IETCKOM U TTIOAPOCTKOBOM BO3pacTe.

XapakTtepucTtuka peTtei U MeToAbl UCCNeaoBaHUS

3a nepuon ¢ okTs10pst 2022 1. mo utoab 2023 r. obere-
noBaHbl 70 meteir B Bo3pacte 5—18 JeT ¢ ycTaHOBJICH-
HBIM Ha OCHOBAaHUU KJIMHWYECKUX PeKOMEHIAINI Tra-
THO30M caxapHbIii agmaber 1-ro Tuma. B 3aBucmmocTu
OT IJTUTETLHOCTH 3a00JIeBaHUST BBIACIEHO 3 TPYIIIHL:
1-to rpynmy cocraBuIM 24 TallMeHTa C JIATENb-
HOCTb caxapHoOro nuabera 1-ro Tuma MeHee 5 JieT; 2-10
rpynmy — 30 meTeil ¢ IIMTENbHOCTBIO OT 5 mo 10 ner;
3-10 rpynny — 16 MalMeHTOB C JJIMTEIBHOCTh 3a00-
neBanus Oojiee 10 ner. Bcem manmeHTaM mpoBencHa
O(PTATBMOCKOTIVSI ¢ UCITOJb30BaHUEM (DYHIYC-KaMephl,
a TaKKe YIbTPa3BYKOBOE MCCIIeIOBaHNE TIa3HBIX SI0J0K
W TJIA3HUIIBI C YY4ETOM IpaBU 0e30MacHOCTU TpUME-
HeHus yJabTpa3ByKa B odranbmosioruu [4]. YabTpa3By-
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KOBOE€ MCCJIeTOBaHUE TTPOBOIMIOCH C UCITOJb30BaHUEM
YJIBTPa3BYKOBOM CHUCTEMBI 3KCIepTHOro kiacca Canon
Aplio i 700, nuHeitHbIM natuukoM 9—14 MI'u, onHuM
BpavyoM YJIbTPa3BYKOBO# TUArHOCTUKU C OIBITOM COCY-
NIUCTBIX UCCJIENOBAaHUI, B TOM 4HCiIe B O(PTaIbMOJIO-
TUM, IJIsI CTAaHAAPTU3alUU TIPOBOAUMBIX M3MEpPEHUI.
Kaxnprii mokasaresib KpOBOTOKA M3MEPSIICS MUHUMYM
3 pasa, B pe3yJIbTaT 3aHOCUJIOCH Cpe/IHee 3HaUYCHHUE.
VYAbTpa3ByKOBbIE UCCIAEAOBAHMUSI TJIA3HBIX  SIOJOK
W TJA3HUIL OBIIM BBITIOJTHEHBI TPU TTOJOXEHUU TMalM-
eHTa Ha CIMHE TPAaHCKYTaHHBIM W TpaHCHaJbIieOpaib-
HBIM JIOCTYTIOM C UCITOJIb30BaHueM B-pexknma u pexuma
norruieporpacdun (puc. 1). [Ipu HaTUBHOM yJIbBTpas3By-
KOBOM WCCIIEIOBAHUM TpOBeAeHa OLIeHKa MpO3pavyHO-
CTU Y TOMOTEHHOCTH TIEPEIHUX OTIEOB TJIa3HbIX SI0J10K
U CTEKJIOBUIHOIO Tejila, CTPYKTYphl 000JIOUYeK TJjiasa,
TOJIIIMHBI U CTPYKTYPbI 3PUTEILHOTO HEpBa, CTPYKTYPhI
MIPSIMBIX MBIIII] TJa3HBIX SOJIOK U PeTpOOYyIb0apHOI
kiaeTyatku. B pexume momruieporpacduu  BBITIOJIHEHO
U3MepeHNe CKOPOCTU KPOBOTOKA, MHJIEKCa pe3CTEeHT-

HOCTH, TIPOBEIeHa OlleHKA HaIpaBJIeHUsI U CIIEKTP Kpo-
BOTOKA IIO pPEeTPOOYILOApHBEIM cocyldaM IJIa3HUIIHI,
a MMEHHO TJIa3HOM apTepwuu, IIEHTPAJbHOUW apTepuu
¥ BEHBI CETYATKU, 3aJHUM KOPOTKHMM LIMJIMAPHBIM apTe-
pUsIM, BEpXHE IJ1a3HOM BeHBI (puc. 2).

CTaTUCTMUECKUIA  aHaJIW3 TIOJYYEHHBIX JAHHBIX
BBITTOJTHEH C TOMOIIBIO MPOTPaMMHOTO OOeCTieYeHUs
Statistica, Bepcus 13.3. [l onmycaHus KOJTMYECTBEHHBIX
NAHHBIX MCTOJIb30BaHbI MeauaHa u 25 -it u 75-i mpo-
HeHTWIM. ISl CpaBHEHMSI JBYX HE3aBUCUMBIX TPYIIIT
HCTIOJIb30BaH HemapaMeTpuiyecKuii Kputepuii MaHHa—
YuTHU, 111 cpaBHEHUST MHOXECTBEHHBIX HE3aBUCHMBIX
rpynn — Kputepuii Kpackena—Yoimnuca. Crarucruye-
CKU 3HAYMMBIMU cuuTaIu pasnuaus rmpu p<0,05.

Pe3ynbratbl

IMpu aHamM3e YpOBHS TIIMKMPOBAHHOTO TeMOTJIOOMHA
(HbA1c) B nccnemyeMbIx TpyIinax yCTaHOBJIEHO CTaTUCTH -
YeCKH 3HAYMMOe TOBBITIIeHUe ero oT 8,4 1o 8,9% ¢ yBenu-
YEeHUEM JUTMTEJIbHOCTHY 3a00JieBaHusI (CM. TaOJIMILY).

Tabauya. YpoBHU ISTAKMPOBAHHOTO reMOTJIO0OMHA H PEeTPOOY/IbOAPHOTr0 KPOBOTOKA Y MAIMEHTOB C CaXapHbIM 1MadeToM 1-ro Tuna

B JIETCKOM M OJIPOCTKOBOM BO3pAcTe B Pa3Hble CPOKH 3200.1eBaHMsT

Table. Glycated hemoglobin and retrobulbar blood flow in patients with type 1 diabetes mellitus in childhood and adolescence

at different stages of the disease

1-s rpynna 2-4 rpynna 3-4 rpynna
TokazaTenb POLEHTIIb NPOLEHTIIb NPOLEHTIIb P
Me Me Me
25-it 7-i5 25-it 75-it 25-it 75-it
HbAlc, % 8,4 7,2 9,8 8.8 7,7 10,1 8,9 8,4 10,7 0,00
T'A (OD), em/c 43,8 38,7 51,5 44 40 46 43,4 40 48 0,99
I'A (OD), RI 0,79 0,72 0,83 0,76 0,74 0,81 0,75 0,72 0,81 0,67
HAC (OD), em/c 11,5 9,8 13,8 10,6 9,5 11,6 9,5 8,3 11,6 0,02
LHAC (OD), RI 0,67 0,63 0,70 0,68 0,64 0,70 0,65 0,61 0,67 0,26
LBC (OD), cm/c 5,1 4,6 5,4 4,8 4,2 5,1 5,2 4,7 5,4 0,06
3KILI (OD), cm/c 14,1 12,9 15 14 12,3 15,3 12,9 12,6 14,0 0,18
3KILI (OD), RI 0,63 0,61 0,68 0,63 0,62 0,67 0,61 0,58 0,64 0,10
BI'B (OD), cm/c 7,9 7,1 8,4 7,0 6 7,8 7,6 7,0 8 0,07
I'A (OS), em/c 41,9 32,8 45 43,7 38 47,0 44,5 41 48,7 0,24
I'A (OS), RI 0,78 0,76 0,83 0,75 0,73 0,79 0,76 0,72 0,81 0,03
HAC (OS), cm/c 11,7 10 12,9 11,7 10,9 12,4 9,9 9 11,8 0,04
HAC (OS), RI 0,68 0,64 0,70 0,67 0,65 0,70 0,64 0,62 0,67 0,07
LBC (OS), cm/c 4,9 4,6 5,4 4,8 4 5,3 5,1 4,8 5,5 0,14
3KII (OS), cm/c 14,4 13,0 15,6 14 13 15 13,9 13,5 14,7 0,87
3KII (OS), RI 0,63 0,60 0,66 0,64 0,61 0,67 0,61 0,60 0,66 0,46
BI'B (OS), cm/c 8,0 7,1 8,6 7,3 6 8,2 7,6 6,7 7,8 0,14

Tpumeuanue. HbAlc — rmukupoBaHHbIi reMorsioonH; OD — mpaBas rnasnuia; OS — nesast rnmasHuua; [A — masznas aprepust; LLAC — nen-
TpasibHas aptepusi cetyatku; LIBC — neHTpanbHas BeHa cetyatku; 3KIIA — 3agHue KopoTKue HuinapHble aprepun; BI'B — BepxHsis rinaszHas

BeHa; Rl — MHIEKC pe3uCcTeHTHOCTH.
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HatuBHOE ynbTpa3ByKOBOE HCCIEIOBaHUE HE BBISI-
BWJIO KIMHUYECKM 3HAYMMBIX W3MEHEHUI CTPYKTYPBI
IJIa3HBIX SI0JI0K W TJIa3HUIL Y MallMeHTOB B MCCIEIye-
MBIX rpynmax. [1po3padyHOCTh TepeIHero OTAeNia TJia3-
HBIX SI0JIOK U CTEKJIOBUIHOE TeJIO ObLIM He M3MEHEHHBI.
O00JI0YKH TIa3HBIX SI0JIOK HE YTOJIIEHBI, 1IETOCTHOCTh
He HapylleHa, 0e3 TIPU3HAKOB OTCIONKU. [Ipsmble
MBIIIIBI TJa3HBIX SI0JOK UMENIW THUIUIHYIO CTPYKTYpY,
HE YTOJIIEHBI, YeTKO nudhepeHIIMPOBAINCh OT PEeTPO-
Oy/IbOapHOI KJIETYATKH.

B pexume nonmieporpaduu npu OLEHKE JUHEH-
HOI CKOpPOCTM KpOBOTOKA TII0 TJIA3HBIM apTepHsiM,
LIEHTpaJbHBIM apTepusiM W BEHAM CeTYaTKM, 3aJHUM
KOPOTKUM ILWJIMAPHBIM apTepUsiM, BEPXHUM TJIa3HBIM
BeHaM TIpY CPaBHEHUM 3 TPYMIl MOJYYEHO CTATUCTUYE-
CKU 3HaYMMOE YCTOMYNBOE CHUXKEHUE CKOPOCTU KPOBO-
TOKa TT0 LEHTPAJTbHBIM apTepUsIM CETYATKHU C YyBeJIHMUe-
HUEM JIMTEJIBbHOCTU 3a00JieBaHUsI caxapHOro auabera
1-ro Tuna (cMm. Tabauity). [1pu netaapHOM pacCMOTpEHUN
HaunboJjee BhIpakeHHOe CHIKEHME CKOPOCTH KPOBOTOKA
M0 IIEHTpPaJbHBIM apTepUsIM CETYATKU HaOII0IaI0Ch
Mexny 1-it m 3-it rpynnamu (puc. 3). OTMedeHa TeH-
JIEHIINS K CHWKEHUIO CKOPOCTH KPOBOTOKA TO 3aIHUM
KOPOTKUM LIVJIMAPHBIM apTEepUsIM C YBEJTUYEHUEM T~
TETBbHOCTH 3a00J€BaHUSI ¢ MaKCUMAaJbHBIM 3HAYMMBIM
CHIDKEHUEM CKOPOCTH TIO 3agHeil KOPOTKOW IMIuap-
HOI apTepuM TPU JIUTSIBHOCTH CaXapHOTO auabeTa
1-ro Tuna 6onee 10 et (puc. 4).

CrieKTp KpOBOTOKAa MCCIIEAYEMbIX apTepuil y Bcex
MalMeHTOB B pa3Hble CPOKU 3a00JIeBAaHUSI COXPAHSUICS
MarucTpajbHbIM, CHMMETPUYHBIM, U3MEHEHMIT HE BBISB-
JneHo. OTMedYasoch CTATUCTUYECKM 3HAYMMOE CHUXKe-
Hue uHaekca pesucteHTHocTH (RI) o rmasHoit aprepun
MpU  YBEJIMYEHUU JUIMTETLHOCTU CaxapHOTO auabeTa
1-ro Thma, a TakKe HEYCTOMYMBOE CHIXXEHUE MHAeKca
PE3UCTEHTHOCTH TIO LIEHTPAJIbHBIM apTepUsM CEeTYaTKH
U 3aJHUM KOPOTKUM IUIUAPHBIM apTepusim (puc. 5).

0O0cyxaeHue

IIpoBeneHHoe wccienmoOBaHWE TIOKa3ajlo  TpsMOe
BJIMSIHUE JUTUTEILHOCTU CaxapHOro jauadera 1-ro Tturma
Ha yJbTPa3BYyKOBBIE TMOKa3aTeau peTpoOyIb0apHOro
KPOBOTOKA. 3aperucTpupoBaHHOE CHUXXEHUE CKOPOCTHU
KPOBOTOKA MO IIEHTPaIbHBbIM apTepUsIM CeTYaTKU, MEHEee
BbIpa’k€HHOE CHUXXEHME CKOPOCTH T10 3aIHUM KOPOTKUM
LIWJIMAPHBIM apTepUsIM COTJIACYIOTCSI ¢ MAHHBIMU MHO-
IMX HccienoBaresieil, KOTopble COOOIIAIT O perucrpa-
IIMM CHUKEHUSI CKOPOCTEH KPOBOTOKA IMEePEUYMCIEHHBIX
apTepuii y MalydeHToB ¢ caxapHbiM auabderom [10—13].
ABTOpBI BBICKA3bIBAIOT MHEHME, UYTO TeMOJAMHaMUYe-
CKMe U3MEHEHUST peTpoOyb0apHOTO KPOBOTOKA YKa3bl-
BAalOT Ha MIIEMMIO U TIOSIBJISIIOTCSI paHbIlle M3MEHEHU
MO0 PETUHAJbHBIM COCYJlaM, PErMCTPUPYEMbIX Ha TJia3-
HOM JIHE, YTO JieJIaeT BO3MOXHBIM MCITOJIb30BaHUE CKO-
POCTHBIX TIOKa3aTesieil B OLIEHKE HapylIeHUH XOpHOU-
NIaJIbHOTO KPOBOTOKA M KPOBOTOKA CETYATKM HAa PaHHUX
cramusx nnabetndeckoit petuHonatum [10—13].

Puc. 1. YabTpasByKoBoe HCCJIeI0BAHNE IJIA3HBIX S0JI0K U 1J1a3-
HHII (TPAHCKYTAHHBII, TPAHCHAIBIIEOPAIbHDII TOCTYIT).

Fig. 1. Ultrasound examination of the eyeballs and orbits (trans-
cutaneous, transpalpebral access).

B nipoBeneHHOM McCIeT0OBAaHUU HE TTOTYUYeHO JaHHBIX
0 CHWXXEHUM CKOPOCTM KPOBOTOKA IO TJIa3HBIM apTe-
pUsIM, HO OTMEYEHO TTOBBIIIEHNE WHAEKCAa PEe3UCTEHT-
HOCTU TI0 HCCENyeMBIM PETPOOYIbOApHBIM apTepUsIM
(cM. puc. 5, 6). IHmeKc pe3uCTeHTHOCTH XapaKTepu3yeT
nepudepuyeckoe COMPOTUBICHUE U OTPaXaeT COCTO-
STHA€ COCYIMCTOM CTeHKU. XPOHWYecKasl TUIIepPTiInKe-
MM BBI3bIBAET MUKPOCOCYIUCThIE N3MEHEHUsI, KOTOPhIE
COTPOBOXAAIOTCS OUCHYHKIIMENH SHAOTENNS, YTOJIIIE-
HUEeM 0a3aJIbHOTO CJI0SI MeMOpaHbl KamuJUISIPOB, MOTe-
peil MeproOLIMTOB, CY;KEHHEM TMIPOCBETA COCYIOB, TTOSIBIIE-
HUEeM MHMKPOOKKITIO3UI cocymoB cetdyaTku [8]. JlaHHBIE
W3MEHEHUsI BBIpAXaloTCs CHUXKEHUEM 3JaCTUYHOCTU
COCYIMCTOM CTEHKU U POCTOM MepUheprUIecKOro compo-
tuieHwus (8, 10, 13]. Hanuuue cHuxeHus nepudepuye-
CKOTO COTPOTHUBIICHUS TT0 IIEHTPATbHBIM apTePUsIM CET-
YaTKU C YBeJMYEHUEM JUTUTETbHOCTH caXxapHOTo nrabeTa
B HAaIlIUX MCCJIEMOBAHUSIX, B OTJNYNE OT JAHHBIX IPYTUX
aBTOPOB, MBI CBSI3bIBA€M C OCOOEHHOCTSIMU BBIOOPKHU
Hammx nauueHToB [11, 13, 14]. Bo-niepBbix, 77% wucche-
JIyeMBbIX MallMEHTOB UMEIH JJIUTETbHOCTh 3a00IeBaHMUsI
menee 10 ner, 34% — meHee 5 yieT U TOAbKO 22% nauu-
eHToB — Oosee 10 ner. HesHauuTenbHast IJIMTEIbHOCTh
3a00J1eBaHUS]  CBUICTEILCTBYET O KPaTKOBPEMEHHOM
BIUSTHUM XPOHUYECKOW TUTEPTIIMKEMUN Ha CTPYKTYpY
COCYIMCTBIX CTEHOK M He TIPUBOJIUT K CHIDKEHUIO €€ dJia-
CTUYECKUX CBOMCTB U POCTY MepuepruIecKoro Compo-
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TUBJIEHUSI, a TaKXe K IMaJecHUIO CKOPOCTH KPOBOTOKA
B OoJiee KPYITHBIX IIa3HBIX apTepusx. BTopoil BaxKHBIN
aCITeKT — BO3pacT MCCIeAyeMbIX MallMeHTOB. B Hairem
WUCCIIEIOBAHUM YYacTBOBAaJM TALIMEHTHI B BO3pacTe
5—18 ner ¢ caxapHbIM auabeTroMm l-ro Tuma. DnaacTud-
HOCTh COCYIMCTOM CTEHKM B JETCKOM BO3pAcTe BBIIIE,
cJemoBaTeNIbHO,  mepudepudyeckoe  COMPOTUBIICHUE
HUKE, YeEM Y B3POCJIBIX, ¥ 3TY 3aKOHOMEPHOCTH JIETCKOIO
BO3pacTa HeOOXOIMMO YUMTHIBATL MPU aHaau3e IOJIy-
YEHHBIX PE3YJIBTATOB.

ITonydyeHHOE YCTOMYMBOE CHUKEHHUE CKOPOCTU KPO-
BOTOKAa B LIEHTPAJbHBIX apTepUSIX CETYATKU U B MEHb-
LIei CTEMEeHU B 3aJHUX KOPOTKUX LIMJIMAPHBIX apTePUSIX
CBUIETEJILCTBYET O Pa3BUTUM MIIEMUU OOJIBLION YacTH
BHYTPEHHETO CJIOSI CeTYaTKM, BHYTPEHHETO CJIOST COCY-
JIIUCTOM 00OJOYKM, a TaKKe YaCTH IHUCKA 3PUTETBLHOTO
HepBa B OTBET Ha XPOHUUYECKYIO rUIteprinkeMuto. OTcyT-
CTBUE HapyLIEHWII KPOBOCHAOXeHUsSI Mo 0oJjiee KpyI-
HBIM IJIa3HBIM apTEepUsIM, SIBJISIIOIIMXCS MbIILIEUHBIMU

LAC/UBC

T MIilt ““’ L

COCy/laMU CpelIHEero pa3mMepa, CBUIETEJIbCTBYET O Ipe-
00IalaHUK COCYUCTBIX U3MEHEHUI B apTepUsIX MaJIOTo
nuamMeTpa TIpU caxapHOM auabere B paHHUI MEpUon;
U3MEHEHUsI MOTYT JUIMTEIbHOE BpeMsI HE MMETh KIIM-
Hu4eckux TmposiBaeHuin [13]. OTcyTcTBUME TPU3HAKOB
nrabeTUYecKoil peTMHOMaTUM B TMPOBENEHHOM UCClie-
MIOBaHWM TIPM OCMOTpPE TJIa3HOTO JHAa B BUIE MUKPO-
aHEeBpPM3M, KPOBOU3JIUSHUI B CETYATKy, IKCCYAATOB,
HEOBacCKyJIIpu3alliu, KPOBOU3IUSHUN B CTEKJIOBUIHOE
TeJI0, TPAKIIMOHHON OTCJIOWKM CeTYaTKU, MaKyJSIpPHOTO
OoTeKa MO3BOJISIET CAeNaTh BBIBO, UTO PErMCTpUpyeMbIe
U3MEHEHUsI peTpoOyIb0apHOro KPOBOTOKA MOTYT OBITh
HavyaJIbHBIMM HapylIeHUsIMA KPOBOCHAOXEHMsI, BO3HM-
KaroIIero Mnpu 1uadbeTuyeckoil peTUHOINaThuu. Y CTOMYM-
BO€ CHIKEHHE CKOPOCTHM KPOBOTOKA IO IIEHTPaJbHBIM
apTepusiM CEeTYaTKU W 3aJHUMU KOPOTKUM IIUJIUAPHBIM
apTepUsIM C YBeJIMUEHUEM JIJTUTEIbHOCTH CaXapHOTO ara-
Oeta 1-TO TUIA B IETCKOM U ITOJPOCTKOBOM BO3pacTe
MO3BOJISIET MCIOJIb30BaTh 3TH MOKA3aTeNM I TUHAMM-

3KLA

e e e

Puc. 2. YiapTpa3ByKoBoe HCClieIOBaHHE PeTPOOYILOAPHBIX COCYIOB OPOMTHI B peknMe nommieporpaduu, HeHTpaIbHAs apTepust
¥ BeHa ceTYaTKu (clieBa), 3aHss KOPOTKAs JIHAPHAs apTepus (cnpaBa).

IHAC — nentpanbHas aprepus cetyaTku; [IBC — nenrpanbHas Bena ceryatku; 3KIIA — 3aqH1e KOPOTKHE HMJIMAPHDbIE APTEPHH.
Fig. 2. Ultrasound examination of the retrobulbar vessels of the orbit in Doppler mode, central retinal artery and vein (left), posterior

short ciliary artery (right).
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YeCKOM OLIEHKM KPOBOCHAOXKEHUS CETUATKU, COCYIUCTOMN
000JI0YKH, 3pUTETBHOTO HEPBA B OTCYTCTBUE COCYIUCTBIX
M3MEHEHUI Ha IJIa3HOM JIHE.

AHaNM3 pe3yabTaTOB TPOBEAEHHOTO WCCIIEIOBAHMS
MOKa3aJl, YTO HapylIeHUs TeMOAMHAMUKU Ty1a3a B 00Jb-
LIEN CTENMEHU BBIPAXEHBI MPU IJIUTETHBHOCTH CaXapHOIO
nuabera 1-ro THIA B JETCKOM U TIOAPOCTKOBOM BO3pacTe
oosee 10 €T, 1 3TO Pe3yJIBTAT MTATOJIOTMUECKOTO BIIUSTHUS
XPOHMYECKOM TUIEPIIMKEMUN Ha COCYIUCThIE CTPYKTYPhI
rna3. YBelnmyeHue pa3Mepa BBIOOPKM TTAllMEHTOB C pa3-
HOI IJTUTETEHOCTBIO cCaxapHOTo quabdera 1-ro Tuma, coro-

OPUINHAJIbBHbBIE CTATbU

CTaBJIeHWE JaHHBIX WCCIEAOBaHUS PETPOOYIHLOAPHOTO
W PETMHAJIBHOTO KPOBOTOKA ITO3BOJISAIT JIydllle TOHSTh
perucTpupyeMble COCYIUCThIe U3BMEHEHUST W OTPENETUTD
VABTPa3BYKOBbIE TMapaMeTphbl TJA3HOW T'eMOIMHAMUKHI
JUTSI TIPOTHO3UPOBAHUST M CKPUHUHTA COCYIMCTBHIX M3Me-
HEHU MpY A1abeTUYeCKOM peTUHOMATUY Pa3HbIX CTAIHIA.

3aknovyeHue

Z[JTHT@J'IBHOC BIIUSAHUC XDOHH‘IGCKOVI TUTICPIIIUKE-
MHUU 1Ipnu CaxapHOM )II/IaGCTe ]—1"0 TUIIa B IE€TCKOM U IO -
POCTKOBOM BO3pacCT€ COIIPOBOXAACTCA HaApPYHICHUEM

25
11,7
20
9,9
15
15 LleHTpanbHas aptepus
\ cetyaTku (OS, cm/c), *p=0,04
10 T — 95 LleHTpansHasa aptepua
’ === cetuatku (OD, cm/c), *p=0,00
5
0
AnutenbHOCTb JOnTenbHoOCTb

MeHee 5 net 6onee 10 net

Puc. 3. CHIKeHHe CKOPOCTH KPOBOTOKA LEHTPAJIbHOI apTepun ceTyaTku npasoro (OD) u aeBoro
(OS) r1a3 ¢ yBeJueHneM JJTMTeJIbHOCTH caxapHoro auadera 1-ro Tuna. /luarpaMma HemapameTpu-
YeCKOro CPABHEHH ¢ IOMOIbI0 KpuTepusi ManHna— YurtHu ¢ yposaem 3naunvoctu p<0,05.

Fig. 3. Decrease in blood flow velocity of the central retinal artery of the right (OD) and left (OS)
eyes with increasing duration of type 1 diabetes mellitus. Diagram of non-parametric comparison

using the Mann—Whitney test with a significance level of p<0,05.

14,2
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14 N2
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Puc. 4. CHmkeHue CKOPOCTH KPDOBOTOKA B 3ajIHell KOPOTKOil IIJIMAPHON apTepud MPaBoro riasa
(OD) ¢ yBesmuennem JIMTEILHOCTH caxapHoro auadera 1-ro Tuma. /luarpamma Henmapamerpude-
CKOTr0 CPaBHEHMS ¢ OMOIIBIO KpuTepusi MaHHa— YUTHH ¢ ypoBHeM 3HaunMocTH p<0,05.

Fig. 4. Decreased blood flow velocity in the posterior short ciliary artery of the right eye (OD) with
increasing duration of type 1 diabetes. Diagram of non-parametric comparison using the Mann—
Whitney test with a significance level of p<0605.
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AnutenbHOCTb
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aptepus  aptepusa (OS), KopoTkas
cetyatkm (0OS),  *p=0,07 umnmuapHas
*p=0,03 aptepus (OD),
*p=0,08

Puc. 5. Cumkenue unexca nepugepuaeckoro CONPOTHBJIEHUS C YBeIUYEHHEM TUTEIbHOCTH
caxapHoro auadera 1-ro Tumna nmeHTpajabHou apTepuu ceTyaTku ciesa (OS), ria3Hoii aprepun
caesa (OS), 3aaneii KOpoTKoii numapHoi aprepun cnpasa (OD). /Inarpamvma HenapameTpu-
YeCKOro CPaBHEHHS ¢ MOMOLIbI0 KpuTepusi ManHa—YuTHH ¢ ypoBHeM 3HaunmocTu p<0,05.
Fig. 5. A decrease in the peripheral resistance index with increasing duration of type 1 diabetes
mellitus of the central retinal artery on the left (OS), the ophthalmic artery on the left (OS),
and the posterior short ciliary artery on the right (OD). Diagram of non-parametric compar-
ison using the Mann—Whitney test with a significance level of p<0,05.
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Puc. 6. CkopocTh KpPOBOTOKA B IIa3HbIX aprepusx mpasoro (OD) u jaesoro (OS) riasza
NpH pa3HbIX CPOKAX caxapHoro auadera 1-ro Tuna. /lmarpaMma HemapamMeTpH4ecKOro cpas-
HeHus ¢ nomonibio Kpurepusi Kpackena—Yosumica ¢ yposaem 3nauumoctu p<0,05.

Fig. 6. Blood flow velocity in the ophthalmic arteries of the right (OD) and left (OS) eyes during
different periods of type 1 diabetes mellitus. Diagram of non-parametric comparison using
the Kruskal—Wallis test with a significance level of p<0.05.

KpOBOCHa6)K€HI/[$I XOpUONOAJIBbHOTO KPOBOTOKA M KPO-
BOTOKa CeT4aTKU Oe3 BUIWMBIX COCYINCTBIX U3MEHEHU
Ha TJIa3HOM JHE. CKODOCTB KpPOBOTOKa ITO LEHTpaJlb-
HOW apTepUUN CETYATKHM, 3aJHUM KOPOTKHUM HIHUJIMAPHBIM
apTepudaM MOXHO HMCITOJb30BaTh JId AWHAMHWYCCKOIO
HaGJ’I]OJ_'[CHPIH U3MEHEHUU KpOBOCHa6)KeHI/[${ CE€TYATKU
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ITumeBasi nepeHOCMMOCTDb ¥ BKYCOBO€E BOCTIPUSITHE OPUTHHAJIBHBIX MPOAYKTOB MPUKOPMA
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Tolerance and taste perception of goat milk-based original complementary food products:
results of a multicenter clinical study

V.P. Novikova', A.N. Zavyalova', A.L. Balashov'?, T.G. Malanicheva®, 1. Yu. Churakova’,
S.B. Samigullina’

'Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia;

2City Clinic No. 56, Saint-Petersburg, Russia;

3Kazan State Medical Academy, Kazan, Russia;

“National Research University Higher School of Economics, Saint Petersburg, Russia;
SRepublican Children’s Hospital, Kazan, Russia

®opmupoBaHne BKYCOBBIX MPEANOYTEHHIA M PA3HOOOpa3us PalMOHA pedeHKa, a TaKkKe NPOGUIAKTHKA Heo(hoOMH — aKTyaJbHble
1 o0cyK/1aemMble B KIMHUYECKO# MPAKTHKe U HAYYHO iuTepaType Bonpockl. Kosnektuom aBTopos u3 Cankr-IlerepOypra u Kazanu
NPOBeIeHO MHOTOLEHTPOBOE KIMHUYECKOEe UCC/IeI0BAHME 10 H3YUeHHUIO KAK MUIIEBOi ePeHOCUMOCTH, TAK M BKYCOBOTO BOCHPHSTHS
JIBYX MPOJIYKTOB MPMKOPMA HA OCHOBE KO3bEro MOJIOKA (OBOIIHOTO M OBOIIHO-3epPHOBOr0). V3yyau nuineBoe noBeieHne METOIOM
aHKeTHPOBaHUs U (hu3uueckoe pa3sutue y 92 310poBbIX AeTei B Bo3pacTe oT 8 10 11 mec. CTaTucTHYECKYI0 00PA0OTKY MOIy4EHHBIX
JIAHHBIX MPOBOIMIIM C MCIOJIb30BAHUEM MaKeTa NPUKIaaHbIX nporpamyv IBM Stata 12. Onenka numeBoii mnepeHoCHMOCTH MOKa3aia
XOpoLIMe pe3yIbTaThl B OTHOIEHUH BCeX U3yYaeMbIX MpoaykToB. Dusnyeckoe pa3BuTue AeTeii B 000MX PETHOHAX COOTBETCTBOBAJIO
HOPMATHBAM KaK B Hayajie anpodanuu, TaK U B KOHIle. B To ke BpeMsi BKYCOBO€ BOCIPHATHE UMEJIO PETHOHAJIbHbIE 0COOEHHOCTH,
3aBHCEJIO OT MECTA MPOKUBAHUSA JIeTeil 1, BEPOSATHO, OT MUIIEBBIX MPUCTPACTHII MaTePH BO BpeMs OepeMEHHOCTH K Pa3HO00pa3unio
OBOLIHBIX M OBOIHO-3€PHOBBIX COCTABJISAIOMUX OJII0/1, UTO CJieAyeT MPUHUMATH BO BHUMAHUE NPYU PACIIMPEHUM PALMOHA MJIAJEHIA.

Karoueevte caosa: demu, Heoghobus, npuxopm, nuuieeas nepeHocUMocmb.

Ana umtupoBarHuns: Hosukosa B.[1., 3aBbsnosa A.H., banawos A.Jl., ManaHuyeBa T.I"., Yypakosa W.10., Camurynavna C.b. luwesas nepe-
HOCVMMOCTb Y BKYCOBOE BOCIPUSITUE OPUrMHANbHBIX MPOAYKTOB MPUKOPMAa Ha OCHOBE KO3bEro MOJIOKa: Pe3ysibTaTbl MHOMOLEHTPOBOIO KIIMHU-
4eckoro ncenenoBaHus. Poc BecTH nepuHaton v neavatp 2023; 68:(6): 75-84. DOI: 10.21508/1027-4065-2023-68-6-75-84

The formation of taste preferences and diversity of a child’s diet, as well as the prevention of neophobia, are relevant and discussed
issues in clinical practice and scientific literature. A group of authors from St. Petersburg and Kazan conducted a multicenter clinical
study to study both food tolerance and taste perception of two complementary feeding products based on goat milk (vegetable and veg-
etable-grain). We studied eating behavior using a questionnaire and physical development in 92 healthy children aged 8 to 11 months.
Statistical processing of the material was carried out using the IBM Stata 12 application package. The assessment of food tolerance
showed good results for all products studied. The physical development of children in both regions met the standards both at the begin-
ning of testing and at the end. At the same time, taste perception had regional characteristics, depended on the place of residence
of the children and, probably, on the mother’s food preferences during pregnancy for a variety of vegetable and vegetable-grain com-
ponents of dishes. It should be taken into account when expanding the infant’s diet.

Key words: children, neophobia, complementary feeding, food tolerance.

For citation: Novikova V.P., Zavyalova A.N., Balashov A.L., Malanicheva T.G., Churakova I.Yu., Samigullina S.B. Tolerance and taste percep-
tion of original complementary food products based on goat’s milk: results of a multicenter clinical study. Ros Vestn Perinatol i Pediatr 2023;
68:(6): 75-84 (in Russ). DOI: 10.21508/1027-4065-2023-68-6-75-84

Pa3Hoo6pa3He pallioHa — OOWH W3 BaXXKHEHIIMX
MPUHLIMIIOB pallMOHAJIBHOTO MUTaHus nmereit [1, 2].
OHO CIMOCOOCTBYeT 0OECTIEUeHUIO PAaCTYIEro JAETCKOTO
OpraHu3Ma BCEMM HEOOXOOUMBIMU MaKpo- U MUKPO-
HYTPUEHTAMH, OKa3bIBaeT CTHUMYJIMPYIOILLIEE BIUSIHUE
Ha pa3BUTHE TOJIOBHOTO MO3ra U (pOpMHPOBAaHMUE BKYCO-
BBIX TIpennouTteHuii pedeHka [3]. ITockobKy ¢ HEKOTO-
PBIMU BUJAMM UM, [TOMUMO MOJIE3HBIX MHTPEIUEHTOB,
pebeHOK MOXEeT IMOJyJaTh MCKYCCTBEHHBIE apoMaTh3a-

TOPBI, KOHCEPBAHThLI, MUKPOOHBIE 1 XUMUUYECKIE 3arpsi3-
HUTEN, UCITOJIb30BaHUE Pa3HOOOPa3HbIX OJIIOI B paliu-
OHE TI03BOJISIET CHU3UTh PUCK KYyMYISITUBHOTO 3 deKTa
BPEIHBIX BEIIECTB, comepxKaluxcsa B rmiie [4]. Mexmy
TEeM JETH YacTO OTKAa3bIBAIOTCS OT HOBBIX, paHee He yIIo-
TPeOJISIEMBIX TMPOAYKTOB C HE3HAKOMBIM BKYCOM (Heodo-
Ous), mpennountasi oqHooopasue B ene [5]. Heodobust
M U30MpaTeSIbHBIA amnIeTUT CBSI3aHbl ¢ OCOOEHHOCTSIMU
3HAKOMCTBA peOeHKa CO BKYCOM Pa3JIMYHbBIX ITPOAYKTOB.
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BriepBhie ¢ pazHOOOpa3ueM BKYCOB MITaieHEll BCTpe-
yaeTcsl elle B yTpoOe MarTepu, 3ariaTbiBas aMHUO-
TUYECKYIO XKUAKOCTh [6—8]. DTO MOMEHT TepBOro 3Ha-
KOMCTBA C BKYCOBBIMHU TIPEIIIOYTEHUSIMU MAaTEpPH.
B mocnenyiomeM BKyc IpyaHOTO MOJIOKA TiepeaaeT pas-
HooOpa3ue palmoHa Kopmsiiieit matepu. OpraHudyeckue
KUCJIOTBI, OOYCJIOBIMBAIOIINE BKYC OJION, MPOHMKAIOT
yepe3 KJIETOUHbIe Gapbhepbl M CO3AAIOT HEMTOBTOPUMBIM
apoMaT KaXXIoil ImopuuM rpygHoro mojoka [4]. Bkyco-
BBIE TIPEATNIOYTEHUS 3aBUCST TaKKe OT COOTIONEHUST CPO-
KOB BBEIEHUST TIPUKOPMa U BKITIOYEHMST pa3HOOOPa3HBIX
MPOIYKTOB B pallMOH pebGeHKa, YTO CIOCOOCTBYET MPU-
HATUIO MJIAAEHIIAMUA HOBBIX NPOAYKTOB IMTaHUS [9].
Hanpumep, M3BeCTHO, UTO CBOEBpPEMEHHOE BBeICHUE
B pallMoH pebeHKa OBOIIE 0Ka3bIBAIOT MOJIOKUTEIIBHOE
BIIUsSTHAE Ha (POPMHUPOBAHME TTOJOKUTEIBHOTO BOCTIPU-
SITUST OOJIBIIETO CrieKTpa oBollei B OymynieM. [lepBbiit
TOA XU3HU 4Ype3BbIYAifHO BaxkeH ST (POPMHPOBAHUS
BOCIIPUSITUST BKyCa M CYMTAETCS KPUTUIECKMM OKHOM
pa3BUTHS TTPABWJILHOTO TMUIIEBOTO MoBeAeHMs [4, 9, 10].
IMonHoLeHHOE (hOpMUPOBAaHWE BKYCOBBIX MPEATIOUTE-
HUI omnpeieNsieT 310pOBOoe MUILIEBOE MOBeeHUe pebeHKa
U B MOCJIeTYIOIIKe BO3pACTHBIE TTEPUOIBI, OKa3bIBast MPO-
(pmnakTUyeckoe NelicTBYE B OTHOLICHUU Pa3BUTHST HEO-
hobum [4, 11].

BaxkxHoe MecTo cpeau MPUKOPMOB 3aHUMAIOT MHO-
TOKOMITOHEHTHBIE TIPOAYKTBI, K KOTOPBIM OTHOCSITCS
MYJIbTU3]IaKOBBIE Kalllv, KallK ¢ (OpYKTOBBIMM HATIOJTHU-
TEJISIMU, a TaKKe (PPYKTOBO-MOJIOUHBIE TTIOPE C COoMepKa-
HUEM TBOpOTa WM MOTypTa, B TOM 4yuciie Ko3bero. O60-
raieHHble Kallu OBICTPOTrO MPHUTOTOBJICHUS HAa OCHOBE
KO3bETro MOJIOKAa, TBOPOXKKHU U HOTYPTHI CITy>KaT UCTOUHU -
KaMU HeOOXOIUMBIX peOeHKY MUIIEBBIX BEIIECTB, HAXO0-
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IIImMxXcss B JierkoycBosiemoil dopme. Ilo cpaBHeHUMIO
C TIPUKOPMOM, M3TOTOBJICHHBIM TOJIbKO Ha PacTUTENb-
HOI OCHOBE, B KOMOMHMPOBAHHOM TPUKOPME (3a CUET
MOJIOYHOTO KOMIIOHEHTA) 00BhEeM MUTAHUSI, COAEPIKATINIA
TO X€ KOJUYECTBO KaJIOPUIi, MOXET OBITh CYIIIECTBEHHO
MEHBIIIEe, YTO HEMAJIOBAXKHO IS OPTaHU3ALIMK TTPaBUIIb-
HOTO KOpMJIEHUsI peGeHKa MepBOro roja XW3HU, B TOM
qucIe IJIsk UCKITIoYeHus mepekopma [9].

BaxxHoe MecTo cpeny TIPOAYKTOB MPUKOpPMa 3aHU-
MalT MOJIOYHBIE M KUCJIOMOJIOUHBIE TPOMYKTHI THTA-
Hus1. TpaTuIIMOHHO UCITONBb3YIOTCS MPOMAYKTHI HA OCHOBE
KOpPOBBEro MoJIoKa. B To ke BpeMst aHaJIorMuHast TpyIina
MPONYKTOB Ha OCHOBE KO3bETO MOJIOKa, WMEIOLIasT
OTJINYUTETbHBIE TUTATebHBIE W BKYCOBBIE XapaKTepH-
CTUKU, UCTIOJIB3YETCS PeXe, YTO CBSA3AHO CO CAOXKUBIIM-
mucs crepeotuniaMu nutaHus [12]. OmgHakKo M3BECTHO,
YTO KO3bE€ MOJIOKO, TTO CPAaBHEHUIO ¢ KOPOBBUM, MMeEET
MOTEHIIMATIBHO TIOJIE3HBIE TOJOXUTEIbHBIE CBOMCTBA
B OTHOUICHWM 370pPOBbsI, TIPEXIE BCETO KEJTYIOYHO-
kuieyHoro tpakrta [12—15]. OcobeHHOCTHM MaKpOHY-
TPUEHTHOTO cOCTaBa (BHICOKOE COMEpPKaHWIO CpeaHele-
MOYEUHBIX TPUTIMIEPUIOB W OJIUTOCaXapuIoB, HU3KUIA
ypoBeHb ajib(da-S1-kazenHa) oOecreuynBaoT JIeTKOe
YCBOEHUE KO3bETO MOJIOKA Y CTUMYJUPYIOT POCT MOJIE3-
HOM MUKPOOMOTHI KUIIIEYHUKA.

HccnenoBanue, BBHITTOTHEHHOE Ha XUBOTHBIX MOJIE-
asx B 2019 1., ykaspiBaeT Ha 0ojiee BBICOKYIO BKYCO-
BYIO TIPUBJIEKATEIbHOCTh KO3bhETO MOJIOKA II0 CpaB-
HeHUI0 ¢ KopoBbMM [16]. Tlo MHEHUIO aBTOPOB,
Mogo6HOe TMpeArouTeHWe OOYCIOBIEHO ILIEHTPab-
HBIMM  MEXaHM3MaMH, KOHTPOJUPYIOIIUMM  TTHTa-
HUE <«UISl YIOBOJBLCTBUST». [lOJOXHUTETbHOE BOCIIPU-
SITHE JEeTbMM TIPOAYKTa Ha OCHOBE KO3bEro MOJIOKa
MOATBEPKIEHO pe3yJbTaTaMU MHOTOIIEHTPOBOTO IBOM-
HOTO CJIETIOTO PaHIOMU3UPOBAHHOTO KOHTPOJIUPYEMOTO
WCCIIEIOBaHUS, pe3yJabTaThl KOTOPOTO TPEICTaBICHBI
Ha ESPGHAN, 2023 [17]. ABTOopbl paboOThl ciaesanu
BBIBOJI, UYTO M3MEHEHME ToKa3aTellell KauecTBa KU3HU
(mkama QUALIN) Ob110 60Jiee 3HAUUTENIbHBIM B TTOJIb3Y
JeTeil, ToJydyaBIIUX CMeCh Ha OCHOBE HOBO3eIaHII-
CKOTO KO3beT0 MOJIOKA TT0 CPAaBHEHUIO C TPYIIION JeTeid,
HaXOISAIINXCSI Ha BCKApMJIMBAaHUM CMEChIO Ha OCHOBE
kopoBbero Mojioka (p=0,037). Kpome Toro, uepe3 4 Hen
HaOMONeHUS YAYYIIINCh U3MEHEHUs B TIMIIEBOM BOC-
MPUUMYUBOCTH M OOIIMX XapaKTEePUCTUKAX armeTuTa
y IeTeld, TTOTyYaBIINX CMECH Ha OCHOBE KO3bhEro MOJIOKA.

CrenyeT OTMETUTh, YTO JIO CHUX TIOp He TIPOBeIEH
CHUCTEMATUYECKUI aHaJIN3 BKYCOBBIX KAuyeCTB WJIU TIpe.-
MMOYTEHUI KO3hETO MOJIOKA U MPOAYKTOB MPUKOPMa Ha eTo
OCHOBE B TIUTaHWUM pebeHKa TepBOro roma Ku3Hu. [Tos-
TOMY IIeJTbI0 TAHHOTO MCCIIeIOBAaHUsI, HapsITy C OLEHKOM
MePeHOCUMOCTH OBOIIIHOTO M OBOIIHO-3epHOBOrO Organ-
ic-mope BUBUKOJIb ¢ iiorypTom m3 K03bero MOJIOKa
U KO3bUM TBOPOXKKOM, SIBJISIETCSI N3yYEeHHE SMOIIMOHAIb-
HOTO BOCIIPUSITHSI HOBOTO BKyca PeOEHKOM.

Ilenb uccnenoBanus: ollcHKA MIEPEHOCUMOCTUA U BKY-
COBOTO BOCTIPUSITUSI OBOIIHOTO ¥  OBOIIHO-3€PHO-
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Hosukosa B.I1. u coasm. TnieBast nepeHOCUMOCTb 1 BKYCOBOE BOCTIPHSTE OPUTMHAIBHBIX TPOAYKTOB MIPUKOPMA Ha OCHOBE KO3bETO MOJIOKA. ..

Boro mope Organic-mmope BUBUKOJIb ¢ iioryprom
U3 KO3bEro MOJIOKA M KO3bMM TBOPOXKKOM AETbMU TIEP-
BOTO rojia XU3HHU.

XapaktepucTtuka peteu U MeToAbl UCCNeAoBaHNUS

B MHOTOlLIEHTpOBOE HcCClenoBaHUE  BKITIOUMIN
92 3mopoBBIX JeTeil B Bo3pacte oT 8 10 11 mec (cpenHuii
9,84 mec). UccnenoBanue mnposonuau Ha 6aze CaHKT-
[leTepOyprckoro rocy1apcTBEHHOTO YUPEXACHUS 3IpaBo-
oxpaHeHust «I'opoackast monukiInHUkKa Ne56» u JleTckoit
peCITyOJTMKaHCKOM KIMHWYECKOM OoMbHUILI T. KazaHu.
Kpumepuu exarouenus: 3m0poBble TOHOIIEHHBIC JETH
C COOTBETCTBYIOIIIEH CPOKY TecTallii MacCcoi Tejia cTapiie
8 mec. Kpumepuu uckaroueHus: IeTU, pOXACHHbIE 10 CPOKA;
MaJIOBECHBIE; C KIMHUYECKUMU TPOSIBICHUSIMU ajliep-
TMY WJIA UMEIOIINE B aHAMHE3€e aJlJlepruyeckure peakiinu;
HaxoJsIlMecsl Ha MCKYCCTBEHHOM BCKapMJIMBaHUU (hop-
MyJIaMM Ha OCHOBE YACTMYHOTO WJIU INTyOOKOTO TUAPOIN3a
0EJIKOB KOPOBBETO MOJIOKA; COCTOSITIIME Ha YUeTe y CIelM-
aJIMCTOB — aJUIEProjIoTOB, TaCTPOIHTEPOJIOTOB; MJIAJIIIEe
8 mec. TectupoBanu 2 mponykra: mpoaykT Nel — oBoi-
Hoe TTope (ToMaT, KpacHBIH Mepell) ¢ KO3bUM TBOPOXKKOM,
TPagUIIMOHHBINA «0aTKaHCKMIT BKyC» — M MPOIYKT No2 —
TBIKBA C MIIEHHOW Kalle W WOTrypTOM, TPaaWIMOHHBIA
«poccuiickuii  BKyc». [IpomykThl npuKOpMa BBOIWIN
B COOTBETCTBMM C TIpaBWJIAMU, KaXKIbIii HOBBIA BKYC
TeCTUPOBaIM B TeueHue 10 qHeid.

Ha 1-M Bu3WTEe poauTenu ToJydyaad TECTUPYEeMBbIi
npoaykT Nol 1 OpUrMHaIbHYIO aHKETY T10 OLIEHKe Tiepe-
HOCUMOCTH TIPOJIYKTOB, KOTOPYIO CJIEIOBAJIO 3arOJIHSITh
B TeueHue 10 nHeii. B aHkeTy ObUIM BKJIIOYEHBI TaKue
CyOBEeKTHBHBIE (PAKTOPHI, KaK HAKJIOH MJIaJieHIIa BIIepe.
BO BpeMsI KOPMJIEHUSI TIPOAYKTOM TPUKOpPMa, 3aUHTEpe-
COBaHHOCTh B HOBOM IPOIYKTE OTKPHITHEM PTa TIPU MO~
HECEHUHN JIOXKKM C TIpukopMoM. Pomutenu ormeuanu
rnoBeneHne pebeHKa 3a CTOJIOM BO BpeMsl KOPMJICHMUSI.
3arnojiHEHHYI0 aHKeTy CcHaBaJii MenuaTpy-uccienoBa-
temo Ha BusuTe 2. Yepe3 10 gHell mocie cmaum aHKET
YUYAaCTHUKM HWCCIICIOBAHUS TOJydyaau [JsI TeCTUpoBa-
HUs TIpoayKT No2 1 CHOBA 3allOJTHSIIM aHKETY B TEUCHHE
10 nHe#t. Busur 3 duHann3upoBan uccieaoBaHue.

Ha xaxmom Bu3uTe OLEHUBaIM (DU3MUECKOE pas-
BUTHE JIeTeil: pOCT, Maccy Teia, OKPYKHOCTU TPYIM,
rojioBel. OTMeYaau BUI BCKapMJMBAHMS: MCKYCCTBEH-
HO€ WJIM €CTECTBEHHOEe, 00beM CheIeHHOTO MPOIYKTa,
KajoObl OOIIEKIMHUYECKWEe W TacTPO3HTEpPOJIOTHYE-
CKME, MPOBOIUJICS TPAAULIMOHHBIN OOIICKIMHUYECKUI
OCMOTP.

WccnenoBaHue TpoOBEIEHO COOTBETCTBUM C Xe€Jb-
CUHKCKOU JeKJapaiueii, opuimagbHble IPeIcTaBUTEIN
pebeHKa MoANMChIBAIM MH(GOPMUPOBAHHOE COTJIacHe.

Cratuctuueckyto o0pabOTKy MaTeprajia IIPOBOIVIINA
C UCIIOJIb30BaHMEM TMaKeTa MPUKJIaIHbIX porpamm IBM
Stata 12. OnmcaHne KOJIMYECTBEHHBIX JaHHBIX MTPeICTaB-
JieHbl B Bunie Menuanbl (Me) u kBaptuieit Q1 u Q3 B pop-
mate Me [Q; Q,]. Tumoreza 0 HOPMaIbHOCTH pacripe-
neneHust mposepsiiach kputepusmu Llanupo—Yunka

n KonmoropoBa—CwmupHoBa. C 11e/1bl0 00HApYKeHUSI
pasauIuii MeXay BBHIOOPKAMU MCTIOIb30BaId KPUTEPUA
Kpackena—Yomnuca, nisi anocTepuoOpHBIX CpaBHEHMI
HCITONIb30Bajach morpaBka boHdepponu. Omnucarens-
Has CTATUCTMKA TI0 KaYeCTBEHHBIM MepeMEHHBIM TTIpeI-
CTaBjieHa B OCHOBHOM YacTOTaMW (HampHuMep, CKOJBKO
pa3 BCTpevyaeTcsi OTKa3 OT MPOIYKTa) WK JOJISIMU (KakKast
YacTh OT 1IEJOr0 OTKasajach OT TpoaykTa). OmHOBpe-
MEHHO TIPOBOIMJIM TECT paBeHCTBA JOJEeil Ha OCHOBe
Z-TecTa ¢ KoppeKkluei Ha pa3mep BbIOOpku. JIist craTtu-
CTUYECKOM OLEHKU M3MEHEHUN XeTyT0IHO-KUIIIEYHOTO
TpakTa (KpaTHOCTb M Ka4eCTBO CTyJia, METEOPU3M, CPbI-
TMBaHUs1) BBEJIU «COOTHOILIEHUE CBOAHOTO Oaslia». CBoJI-
HBIM CpeaHUt 6aUT pacCYMTHIBAIA OTHOCUTEIBHO KaK-
JIOTO 3HAYEHUST KPATHOCTHU CTyJIa, MeTeopu3Ma W 4Yucia
JeTeil, y KOTOpPBIX OH HabOmonancs. JIJIsl OLleHKW B3au-
MOCBSI3eil MeXIy M3MEPEeHUSIMA Ha 1-M W 2-M BU3UTaX
HMCTIOJIb30BalIA CTATUCTUKY Xomkeca—JlemMaHa, KoTopas
JaeT BO3MOXHBIE MeIMaHbl Pa3HOCTEN IJIT MHOXKECTBA
BBIOOPOK, aHAJIOTMYHBIX MMEIOIIEHCs; paHTOBBIN Ouce-
pUATBHBIN KOA(MOUIINEHT KOPPEISIIUH.

Pesynbratbl

CrapToBble  AHTPOMOMETPUYECKHME  TTOKa3aTesn
Kak Mpu poXAeHWU, Tak U B 8—11 Mec y nmereii U3 pas-
HBIX TOPOJOB ObLIM OnMHaKOBbIMU (Tabu. 1). U3 uccre-
JIOBaHMS BBIOBUTH 2 peGeHKa C KOXKHBIMU MPOSTBICHUSIMU
MUIIEBOI alJIepTU, paHee He OTMEYEHHBIMU TIPH cOope
aHaMHe3a.

JuHamMuKka (HU3NIECKOTO pa3BUTUS W HYTPUTHB-
HOTo cTaTyca Ha TIPOTSDKEHWUM BCEro MCCIeTOBaHUS
Obl1a nojoxuTteabHol (puc. 1). B 1ienoM netu aemMoH-
CTPUPOBAJIA XOPOIIYIO TIEPEHOCUMOCTh MCCIIEAYEMBIX
Mmope; KpoMe TOTO, OTCYTCTBOBAJIO HETATUBHOE BIIUSTHHE
Ha XeJTyTOYHO-KUIIEUHBIN TpakKT. [1py BBeIeHUM HOBBIX
MPOAYKTOB XaJlod Ha CPHITMBAHKWE W PBOTHI, METEOPU3M,
B3IyTHE XWBOTA He ObLIO; YacTOTa M KOHCHUCTEHIIUS
CTyJIa COOTBETCTBOBAIM BO3PACTHBIM HOPMaM.

B xone aetanbHOTO aHamM3a pe3yIbTaTOB UCCIeI0BA-
HUST OBITM OTMEUYEHBI peTMOHAIbHbIE 0COOEHHOCTH BKY-
COBOTO BOCIIPHUSATHS TTPOLYKTOB, YTO TIPEAITOTOKUTEITHHO
CBSI3aHO C HALIMOHAJIBHBIMU OCOOEHHOCTSIMM TTMTAHUS
W BKYCOBBIMM TIPEIITOYTEHUSIMU JKEHIIWHBI BO BpeMs
O6epeMeHHOCTU. B Havane mcciaenoBaHWS YUCIIO NETeH,
KOTOpPbIE OXOTHO eJIM TPOoAYKT Nel, ObLI0 OJMHAKOBBIM
Mo ropomaM wuccienoBaHust (mpumepHo 40% nereit),
3aTeM BBISIBJISUTUCH PA3IMUMsI IO YUCITY AeTel, KOTOphIe
oxoTHO e niponykT Nel: B Kazanu 10 90%, a B CaHKT-
TletepbOypre 58,5% (Tabm. 2).

BkycoBbIe MpeanoYTeHNs OLIeHUBAIM 0 OPUTUHAIb-
HOI aHKeTe, eXETHEBHO 3arojIHIeMO pOIUTEISIMU.
CBOIHBIN TTOKa3aTelb PAaCCUMTaH KaK CyMMa «OTKpbI-
BaeT pPOT», «€CT OXOTHO», «OBICTPO MporjaThiBaeT». Pac-
MpejesicHe MallMeHTOB 10 GayijiaM, THSIM TeCTUPOBAHUS
npuBeneHo B TabJ. 3. CpenHue 0auibl BOCTIPUSITUS TIPO-
JYKTa CYIIECTBEHHO pa3NyaiCh IO TOPOIAM B KaXKIbIit
U3 THEe.
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OPUINHAJIbBHbBIE CTATbU

Ha ocHoBe Tecta CTblofeHTa IJIsT CBSI3aHHBIX BHIOO-  MPHUBEPKEHHOCTh K TIpUEMy TpoAyKTa (0ajul OTHOIIe-
POK HauyWHasl ¢ 5-T0 IHSI pa3INuMsl CTAHOBUJINCH CYIIE- Hus). OnieHKa B3aMMOCBSI3M CBOJHOTO Oajia 1 o0beMa
CTBEeHHBIMU. HekoTopble aeTH, Mpekae OXOTHO YITO-  3HAKOMOTO TPOIYKTa OTpakaeT TMPSMYIO CBSI3b MEXIY
TpeOSIBIIME  TIPOAYKT, HAYMHAJIM  OTKa3bIBAaTbCsI,  OayIoM W OOBEMOM, YIMOTPeOJIEeHHBIM B TEKYIIW JIeHb

1 Hao0OpOT, T€, KOMY OH He HPaBWJICS, MTOBBIIIAIN CBOIO U B nipeabinyimuii neHs (tada. 4). B 1-it neHp Koaddu-

Tabauya 1. AHTpONIOMETpPHS eTei NP poKIeHNH 1 Ha 1- Bu3uTe
Table 1. Anthropometry of children at birth and at 1 visit

AHTPONOMETPHS NPH POKIEHUN JlnnaMuka aHTponoMeTpuu, 1-ii BU3UT
Topox Iokasarens macca JIMHA  OKPYKHOCTb OKDYKHOCTh OKPYAKHOCTb  Macca JUMHA  OKPYJKHOCT
Tela,Kr  Tela,cM  TOJNOBBI, CM  FPyIM,CM  TOJNOBbI, CM  TeJia,KI Tela,cM  [pyIH, cM
CpenHsis 3,22 50,98 34,65 33,35 33,35 9,33 73,39 44,05
Menunana 3,20 51,00 34,00 33,00 33,00 9,40 72,75 44,00
Kazaub Munumym 2,50 46,00 33,00 32,00 32,00 7,30 66,00 41,00
Makcumym 4,08 55,00 43,00 44,00 44,00 11,80 111,50 46,50
Jucnepcust 0,15 5,57 2,61 6,14 6,14 0,82 38,62 1,83
CpenHss 3,30 51,12 34,89 33,98 33,98 9,12 71,92 44,70
Menuana 3,20 51,00 35,00 34,00 34,00 9,05 72,00 44,50
ﬁa“”‘ Musumym 2,26 45,00 30,00 27,00 27,00 6,33 65,00 41,00
eTepoypr
Makcumym 4,70 57,00 37,00 37,00 37,00 11,66 77,00 48,50
Hucnepcust 0,27 7,39 2,42 4,24 4,24 1,11 9,47 1,95
CpenHsisg 3,27 51,06 34,79 33,73 33,73 9,21 72,53 44,44
Mennana 3,20 51,00 35,00 34,00 34,00 9,20 72,00 44,50
Ob1as Munumym 2,26 45,00 30,00 27,00 27,00 6,33 65,00 4,00
Makcumym 4,70 57,00 43,00 44,00 44,00 11,80 111,50 48,50
Hucnepcust 0,22 6,59 2,49 5,06 5,06 0,99 21,84 1,99

Tabauya 2. Pe3yabraThl TecTUPOBAHUS NPOAYKTA Nel ¢ OLeHKO# pa3/indmii Mo ropoaam
Table 2. Test results for product No.1 with assessment of differences by city

OTKa3 OT NPOAYKTA B PA3HBIX FOPOAAX
Tect paznnymii goneit

Jlenb HAOMOEHNS Kasany Camnkr-TTerepdypr B Kazanu u Cankr- p
er @ YyeJIbHbIIi BeC Tex, Her 1 Y€ IbHBII BeC Tex, IlerepGypre
KTO €CT 0X0THO, % KTO €CT 0XOTHO, %
1-i1 23 21 47,7 40 23 36,5 1,16 0,25
2-i1 19 22 53,7 35 28 44,4 0,92 0,36
3-it 5 37 88,1 40 23 36,5 5,23 <0,001
4-i1 5 39 88,6 41 23 35,9 5,44 <0,001
5-i1 5 39 88,6 44 19 30,2 5,97 <0,001
6-ii 8 36 81,8 42 21 33,3 4,95 <0,001
7-11 5 38 88,4 30 35 53,8 3,75 <0,001
8-ii 4 39 90,7 39 26 40 5,27 <0,001
9-i1 5 38 88,4 27 38 58,5 3,15 0,001
10-11 3 40 93 31 34 52,3 4,46 <0,001

POCCUVICKVI BECTHUK MEPUHATOJIOMW U MEAUATPUM, 2023; 68:(6)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)

78




Hosukosa B.I1. u coasm. TnieBast nepeHOCUMOCTb 1 BKYCOBOE BOCTIPHSTE OPUTMHAIBHBIX TPOAYKTOB MIPUKOPMA Ha OCHOBE KO3bETO MOJIOKA. ..

Tabauya 3. CBoaHbIe NOKA3aTeM KA4eCTBEHHON OLleHKH BOCIPHATHS HOBOTO npoaykTa Nel no ausm
Table 3. Summary indicators of qualitative assessment of the perception of new product No. 1 by day

JleHb HAOIIOAEHUS

IToka3arenn

1-i 2-ii 3-ii 4-ii 5-i 6-ii 7-it 8-ii 9-i 10-it
Yucno HabmoneHMi 83 80 92 89 90 91 93 92 92 80
IIpomnyiieHHbIe TaHHBIE 29 32 20 23 22 21 19 20 20 32
CpenHsia 2,000 2,025 2,130 2,067 2,022 1,912 2,097 2,228 2,065 1,813
CraHIapTHOE OTKJIOHEHUE 0,911 0,871 0916 0,927 1,091 1,244 1,064 1,007 1,097 1,254
MuHuMyM 0,000 1,000 1,000 1,000 0,000 0,000 0,000 0,000 0,000 0,000
Maxkcumym 3,000 3,000 3,000 3,000 3,000 3,000 3,000 3,000 3,000 3,000

uveHT paBeH 0,316, CBSI3b MOXKHO OXapaKTepu30BaTh
Kak ciabywo, Bo 2-ii geHb 0,6458 — ymepeHHas cuiia
CBSI3M W Jajlee — 3HAUYMTEJbHAasl CUja CBA3UM OObeMa
u Oanna. Jletu, pacno3Harolme MPOAYyKT KaK BKYCHBIM,
elsIT B cpeHeM OoJibliie co 2—3-ro aHs (p<0,001).
Creayer OTMETHTh, UYTO COXpaHEHHWE TPYIHOTO
BCKapMJIMBaHUSI ToOcjae 6 MeC CYIIECTBEHHO BIUSIET
Ha BOCTIPUSITHE HOBBIX BUIOB IMpUKOpMa. BhIsIBIeHa yme-
peHHasl acCOIMaIMs MeXay (aKTOM TPYTHOTO BCKapM-
JIMBAaHUS W OTKA30M OT TEPBOTO MPOIYKTa B 1-i1 JAeHb.
Mexxnmy 5TUMU TIpU3HAKaMU UMEETCST YMEpeHHast acco-
nuanvs, 3HauuMass Ha ypoBHe 1% (Pearson chi2(2)=
=12,1693*** Pr=0,002, Cramer’s V1=0,3357). V nereit,
HaXOASAIINXCS Ha €CTECTBEHHOM M CMEIIaHHOM BCKapM-
JIMBAaHWM, YaCTOTAa OTKA30B OT npoaykTa Nel B 1-ii neHb,
Obuta BeIIe (Tabs. 5). B TO ke BpeMst ieTH, HAaXOIUBILIK-

ecsl Ha UCKYCCTBEHHOM BCKapMIIMBAaHWU, JTYYIIIe BOCTIPH-
HUMAaJIM MpeiaraeMoe mope B 1-if IeHb.

W TonbKo K 7-My IHIO pa3iMuusl MEXIy TpyrraMu
JeTeil, HaXOAAIIMXCS Ha pa3HbIX BUIAaX BCKapMJIMBaHUS,
CTAHOBSTCS ME€Hee BhIpaKeHHBIMM. [ pYIIIBI €CTeCTBEH-
HOTO M CMENIAaHHOTO BCKApMJIMBAHMS TIepecTaau pas-
JIM4YaThbes Mo cpeaHemy oamny (puc. 2). C 8-ro qHs pas-
JINYUsI CHOBA CTAHOBSATCS CTATUCTUYECKU 3HAYMMBIMU,
HO YpOBEHb 3HAYMMOCTM HECKOJbKO TOHUXKaeTCs.
B To ke Bpemst OTKa3bI Yallle MOCTYMalu OT AeTei, Haxo-
JSIIMXCS Ha CMEIIaHHOM W MCKYCCTBEHHOM BCKapMJTH-
BaHWUM, U TOJBKO K 9-My ITHIO 3Ta pa3HUIIa HECKOJbKO
ocnmabeBajia, HO OCTaBajaCh CTATUCTUYECKU 3HAYMMOIM
(Mean Difference=0,832; SE=0,215; =3,870; p<0,001).

Ha 2-m Busute pebGeHKy Tpemiarajicst 1jsi TeCTUpO-
BaHUs TTPOAYKT Ne2 ¢ TpagulIMOHHBIM POCCUMCKUM BKY-
COM: MIIIeHHasl Kallla, THIKBA ¥ MOTYPT Ha OCHOBE KO3beTO
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Opr}KHOCTb rpyaon Macca Tena
i 5 Hodges-Lehmann Rank-Biserial
2-ii BH3HT 1-ii BH3HT W df = — Lower Upper Cirvalidiai
Macca Tena 2760.5%** <.001 0.175 0.152  0.210 0.990
Jlnmaa Tena 1006.5%%* <.001 1.000 0.750 1.000 0.785
OKpYKHOCTB TOJIOBET 78** 0.020 0.500 0.500 0.750 0.714
OxpyxHOCTE Tpyan 225 5%%% 0.007 0.750 0.500 1.000 0.634

Note. W=Wilcoxon signed-rank test.

Puc. 1. lunaMuka Macchl TeJia U OKPY?KHOCTH Ipyau HA 1-M U 2-M neauaTpu4ecKux OCMOTPax.
Fig. 1. Dynamics of body weight and chest circumference at the 1st and 2nd pediatric examination
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OPUINHAJIbBHbBIE CTATbU

Tabauya 4. Koppensiuusi CBOIHOTO 0aJia M 00beMa MPoAyKTa, NOTPeOIEHHOTO B TOT 3Ke JAeHb
Tab6auya 4. Correlation of composite score and volume of product consumed on the same day

O0BbeM NPoIyKTA B TOT 3Ke IeHb

O0BbeM NPOAYKTA HA CJIEAYIONINii 1eHb

Menb nadmonenus ko) bumenT P K03 puumenT P Haglic;:::mﬁ
Koppeasiuun CnupMena s Koddduimenta Koppessinyu CnimpMena 11 K03 dunymenta
1-i1 0,3160 0,0043 — — 80
2-i1 0,6458 0,0000 0,3924 0,0004 77
3-ii 0,8235 0,0000 0,7089 0,0000 88
4-it 0,7879 0,0000 0,7499 0,0000 85
5-it 0,8297 0,0000 0,7967 0,0000 85
6-i 0,8850 0,0000 0,8427 0,0000 87
7-11 0,8949 0,0000 0,8587 0,0000 89
8-i1 0,8420 0,0000 0,8292 0,0000 91
9-i1 0,9280 0,0000 0,9011 0,0000 88
10-1 0,9547 0,0000 0,9575 0,0000 67
Mosioka. BocmpusgaTtue naHHoro mnponxykra B CaHKT- YIOBJIETBOPUTEbHbIE.  AJIJIEPIMYECKUX  MPOSIBICHUIA

IMetepOypre 6buT0 Ha ypoBHe 83—100% (Ta6m. 6). Hetu
n3 Kazanu ¢ 3-ro gHsI TecTUpOBaHUS €u MPOoayKT No2
OXOTHEe, YeM B TIepBbIC THU.

Crnemyer OTMETUTb, UTO CJIaJKMe BKYCHI TTPOIYK-
TOB MPUKOpPMa JI€TbMU BOCIPUHUMAIOTCS 3HAYUTEJbHO
Jydie. BBegeHue ciankoi THIKBBI C TIIIEHOM U HOTYyp-
TOM Ha OCHOBE KO3bero MoJjioka (MmpoayKT No2) Bompu-
HUMAaJIOCh IEThbMU B 000MX ropojiax oueHb xopoiio. [letn
TSIHYJICH K JIOXKKE C IMPOAYKTOM, OXOTHO OTKPBIBAJIU POT
U CheAJIM TIOJIHYIO TTOPLIMIO.

M3meHeHuit XKeJry10uYHO-KUIIIEUHOTO TpaKTa He OTMe-
yeHo. [ToBeneHre u cCoH neTeit Bo Bpemst arpoOalvy ObUT
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Ha BBCICHHBLIC IMPOAYKTHI TaKXKE HE OTMCYAJIU. Dduznye-
CKO€ pa3dBUTUC N Ha60p MaccChI T€Jia BO BPEMSI ar[p06au1/m
COOTBETCTBOBAJIM BO3PAaCTHBIM HOpMaM.

OOcyxaeHue

IlomoGHOe wuccienoBaHWe BIEPBBIE  ITPOBEACHO
Ha Tepputopur Poccuiickoit Denepaliii U TIpeaCTaB-
JISIET MPaKTUUEeCKUI MHTepeC ISl TIeAUaTPOB.

Hamu BbISIBIEHO pa3iMyHOE BKYCOBOE BOCHPUSI-
THE MPOJYKTOB MPUKOPMA Ha OCHOBE KO3bEeTO MOJIOKa
C pa3HBIMU BKYCOBBIMU J00aBKaMU B IBYX POCCUNCKUX
pernoHax. Mbl CBsI3bIBaEM BTO C JIYUIIMM BOCHPUSI-

EcireciBeHHoe HCKYC-CTBGHHO@ CMellaHHoe

BDKapI\-L"II-IBaHI-Ie

Puc. 2. BocnpusiTiie HOBbIX HPOJYKTOB MPMKOPMA B 3aBUCHMOCTH OT BHJIA BCKAPMJIMBAHUS HA 7-i IeHb HA0/I0IeHH s, 0AJLIbI.
Fig. 2. Perception of new complementary feeding products depending on the type of feeding (day 7).

POCCUVICKVI BECTHUK MEPUHATOJIOMW U MEAUATPUM, 2023; 68:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)



Hosukosa B.I1. u coasm. TnieBast nepeHOCUMOCTb 1 BKYCOBOE BOCTIPHSTE OPUTMHAIBHBIX TPOAYKTOB MIPUKOPMA Ha OCHOBE KO3bETO MOJIOKA. ..

THEM CJIaJIKUX BKYCOB JIETbMU paHHero Bo3pacTa. Bos-
MOXHO, JIIDOOBb K CJIaIKOMY SIBJISIETCS Y JeTeil CBOe-
00pa3HbIM afanTallMOHHBIM MEXaHU3MOM, MOCKOJbKY
WUMEHHO CJIaIKUii BKYC CBUIETEIbCTBYET O HAIWYMU
B TIPOJYKTE JIETKOYCBOSIEMBIX YTJIEBOIOB — OCHOBHBIX
WCTOYHUKOB 3HEpruu. B To e BpeMsi KpaliHe BaXKHO
KOHTPOJMPOBATh HajJuM4yuMe HJ00aBJIEHHOTO caxapa
B TPOJYKTax MPUKOpPMa, TTOCKOJIbKY 3TO MOXET Hera-
TUBHO BJIMSATH Ha (hOPMUPOBAHUE TIMIIEBBIX MPUBHI-
YyeK M COCTOSTHME 3I0pOBbsl pebeHKa B 1iejioM. B aTom
OTHOIIEHUU CcJieAyeT MOAYEPKHYTh, YTO B COCTaBe
mope (mpoaykT Ne2) oTcyTcTByeT 100aBJI€HHBII caxap;
CJIaiKMii BKYC CBSI3aH C MPUPOJHBIMU caxapaMu (yriie-
BOJIaMM), COJIepXKAlIMMUCS B COCTaBe KOMITOHEHTOB
(MIeHo, ThIKBA).

BBeneHune nmpomaykToB MPUKOPMa B «OKHO TOJIEpaHT-
HOCTM» — BaXkKHasl COCTaBJISIIOIIAsl B SKM3HU pebeHKa
¢ 4 1o 6 mec [4, 9]. B T0 Xe BpeMs y psina neTeil BBee-
HUE MPUKOpPMa COTIPOBOXKIIAETCS CIOXHOCTSIMU B CBSI3U
C OTKa3oM OT Tipuema HoBoil muiu [18]. BombimmH-
CTBO MCCJIeIoBaTeNeil CBSI3BIBAIOT 3TO C OCOOEHHOCTIMU
BOCIIpUSITUSI BKyca, HapyllleHWEM IMMIIEBOro MOBee-
HUs, CJIOXHOCTSIMU TJIOTaHMsT TBeproi muiu [18—20].
IMockonbky ¢opMHpOBaHUE BKYCOBBIX TIpEATIOUTE-
HUl pebeHKa HayMHAEeTCsl BHYTPUYTPOOHO U 3aBUCHUT
OT TIMILEBBbIX MPUBBIUEK MaTepu, OOJBIIMHCTBO AUETO-
JIOTOB PEKOMEHIYIOT BKYCOBOE PazHOOOpa3ue MUTAHUS
OepeMeHHOI XXEeHITUHBI Ha BCEM TMPOTSIKEHUY BbIHAIIIM-
BaHus pebeHka [4, 8, 18—20]. Paznuunst B nuTaHUM KEH-
muH B Kazanu u Cankr-IletepOypre Moryt o0ObsICHUTH
pazmuuusl BOCHIPUSITUSI BKyca mpoaykrta Nel B Haiiem
HCCIEIOBAHUN.

BBeneHune mpoayKToOB MpUKOpPMa He JOJIKHO 3aMell-
JISTH TEMIbl Habopa Macchl Telda W PoOCT pebeHKa.

Tabauya 5. Pacnpenenienne 4aCTOT MO ABYM Ka4eCTBEHHbIM
NPU3HAKAM: BUJ] BCKADMJIMBAHUS U OTKA3 OT MEPBOT0 MPOIYKTA
B 1-ii n1eHn

Table 5. Frequency distribution according to two qualitative
characteristics: type of feeding and refusal of the first product
on the first day

OTKa3 0T MpoayKTa
chapﬁunﬂnaﬂnn e ' Hyl;a sy
EcrectBeHHOE 40 5 45
HckyccTBeHHOE 24 18 42
CwmenianHoe 17 4 21
Hror 81 27 108

Hapyiienusi nunieBoro moBeaeHUs, OTKa3 OT IMpueMa
HEKOTOPBIX MPOIYKTOB CIYXKUT (PAKTOPOM pUCKa pa3BU-
THUS HYTPUTUBHOTO nedunura. B cBsI3u ¢ aTuM 000CHO-
BaHHO BBEJIEHUE TPUKOPMa C MPOIAYKTOB, COMEpKAIINX
OCJIKM U XUPbI BHICOKON OMOJOTUYECKON TOCTYITHOCTH.
Yaiie Bcero MCMnoJib3ylTCs TIPOAYKThl HA OCHOBE KOPO-
Bbero Mosioka. OTHaKO OeJIKM KO3bero MOJIOKa 10 CBOMM
(busnuecknM cBoicTBaM 00OpasyloT 0oJsiee HEXHBI Cry-
CTOK Ka3euHa, JIeTKO aTaKyeMblil rpoteazamu [12, 13,
15, 21]. 2KupoBoii KOMITOHEHT KO3bero MoOJOKa Oorar
CpeHeIeNTOYeYHBIMU TPUTIUIIEpUAAMU B OOJIbIIEH CTe-
MeHu, 4eM KopoBbero: 37% npoTtus 25% [22, 23]. Takum
00pa3oM, UCIOIb30BAHUE MPOAYKTOB HA OCHOBE KO3bETO
MOJIOKA B TMUTAHUU JIeTell paHHEro BO3pacTa SIBJISIETCSI
neaecoobpasubim [12, 13, 15, 23].

Hdna  omnpeneneHusi  BKYCOBBIX — TIPEAMNOYTEHU
pebeHKa HeoOX0TUMO He MeHee 5—6 TIOIX0I0B 3HAKOM-

Tabauya 6. Jloas nereii, KOTOpble 0XOTHO eIAT MPOAYKT Ne2, 1o THAM, C OUEHKO# Pa3IH4uii A0J1eil Mo ropoaam
Table 6. The share of children who willingly eat a second product by day, with an assessment of differences in shares by city

OTKa3 OT NPOAYKTA B PA3HBIX FOPOAAX

Tect paznnumii goseit

Jlenb Ha0moneHust Kasany Cankr-TTerepdypr B Kazanu n Cankr- D
er 1 YJeJIbHbI BeC TeX, er 1 YIeJIbHbIA BeC TeX, ITerepOypre
KTO €CT 0X0THO, % KTO €CT 0X0THO, %

1-i1 11 19 63,3 0 65 100 —5,19 <0,001

2 10 21 67,7 13 52 80 —1,32 0,188
3-i1 4 27 87,1 11 54 83,1 0,51 0,612
4-i1 5 26 83,9 9 56 86,2 —0,3 0,766
5-i1 4 27 87,1 11 54 83,1 0,51 0,612
6-i 2 29 93,5 6 59 90,8 0,46 0,645
7-i 4 27 87,1 6 59 90,8 —0,55 0,581
8-ii 5 26 83,9 1 64 98,5 —2,76 0,005
9-i1 5 26 83,9 1 64 98,5 —2,76 0,005
10-11 5 26 83,9 4 61 93,8 =157 0,116
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cTBa ¢ HOBbIM OmogoMm [9]. JnuTenbHOCTh amanTalvu
K HOBBIM BKycaM Yy JieTeli cTapiie 8§ Mec cocTaBuia 3 THSI.

3akovyeHue

IMepeHOCHMMOCTD TIPEMTOXKEHHBIX HOBBIX TPOIYK-
TOB TIPUKOpMa B LIEJIOM IO TpyIraM ObUTa XOpOoIlas.
OnHako BKYCOBBIE BOCHIPHMSTUS MMEIU PETHOHATbHbBIE
OCOOEHHOCTH U, BEPOSITHO, 3aBUCEN OT MUILEBBIX TTPU-
CTpacThii MaTepu BO BpeMsi OepeMEeHHOCTH. DTO cienyeT
MPUHUMATh BO BHUMaHHWE TPHM paCHIMpPeHUM pallioHa
MiageHma. [Ipy 3ToM cymiecTBeHHOe 3HaueHUEe B BOC-
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OPUINHAJIbBHbBIE CTATbU

MPUSITUN BKyca, MO BCeWl BUAMMOCTH, UMEIM OBOIIIHAS
WJTU OBOIITHO-3ePHOBAsI cocTaBIsTionue mope. B Kazaau
JIeTH OXOTHO YMOTpeOssuin oba TpomykTta, a B CaHKT-
IleTepOypre neTu pexe ¢ yIOBOJbCTBUEM YITOTPEOJISLIN
MPONYKT ¢ OaTKaHCKUM BKycoM. Pu3myeckoe pa3BUTHE
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Yucio ciiyyaeB ynorpedJeHHs] HOBBIX NCUXOAKTUBHBIX BEHIECTB € KAXK/bIM IoJ0M YBEJIMYMBAETCS CPeAH Pa3IHYHBIX COLM-
aJIbHBIX IPYNI BO BCeM MHUpe. YNOTpedeHHe HADKOTHYECKHX NPenapaToB BO BpeMs 0epeMeHHOCTH MO JaHHBIM PAa3HBIX ABTOPOB
0CTaeTCsl Ha BBICOKOM ypoBHE — OT 2,8 10 7% OepeMeHHBIX KEHIIUH YIOTPeOISIOT TaKie NpenapaThbl. YNoTpedieHne HOBbIX
NCHXO0AKTHBHBIX BeNIECTB, KAK M IPYTUX IPYNI HAPKOTHYECKHX NPENapaToB, BO BpeMsi 0epeMEHHOCTH XapaAKTEPU3YIOTCS MYJIb-
THOPTraHHBIM MOPAKEHHEM IJI0/Ia, OJJHAKO OPraHO- U TKaHeCHenU(UIHOCTH VISl HOBBIX NCHXOAKTHUBHBIX BEIECTB HE ONMMCAHA.
B 3KkcnepuMeHTANbHBIX HCCIEA0BAHUAX MPOJEMOHCTPUPOBAHBI HEraTHBHblE NATO(GHU3MOJOTHYECKHE MEXAHM3MBbI, 3amycKa-
eMble CMHTETHYECKHMH KATHHOHAMM B BHJE YCHJEHHS MPOANONTOTHYECKOH AKTHBHOCTH, 00pa3oBaHuA ayTodarou3ocom
U aKTUBHbIX ()OPM KHCJIOPOJA, MPOBOCHAIUTENbHON HANPABJIEHHOCTH UMMYHHOIi cucTemMbl. Kinnnyeckoe Hab/0aenue onu-
CBIBAET NMPEMMYLIECTBEHHOE NOPAKeHHEe HEPBHOW CHCTEMBbI (IIOPOKH PA3BUTHS TOJOBHOTO MO3ra, MOPAKEHHE IbIXATEIbHOTO
HEHTPA) ¥ OMOPHO-JBUTATEILHOIO ANNAapaTa (BbIPAXKEHHbINI MUOTOHUYECKHI CHUHIPOM, BPOXK/IEHHbIE MATOJOTHYECKHE nepe-
JIOMbI OeJpeHHBbIX KOCTeii), YTO MPUBOAUT K MYJIbTHOPTAHHOW NUCHYHKIMA, HEKOHTPOJIMPYEMOMY BOCHAIUTEILHOMY OTBETY
U, KaK MTOT, K TSXKeJO0i MHBAIMIN3AUMH TAKUX JeTeil U yBeJMYeHHI0 KOTOPThI NAJJIMATUBHBIX NMeAUATPUYECKUX MALHEHTOB.
B npencraiieHHOM 0030pe JMTEPATYPbI ABTOPHI J€J1AI0T YNOP HA NATOGHU3M0IOrHYeCKUe MEXAHU3MBI 1efICTBHS HOBBIX MICUXO0-
AKTHBHbIX BELIECTB AJ151 00Jiee riIy0OKOro H neJ0CTHOTO NPeACTABIEHHS O MATOJIOTHYECKOM Npolecce, MPOUCXOISAIIEM B Opra-
HHU3Me, C 1eJbl0 (hopMUpPOBaHKS W COBEPUIEHCTBOBAHUS KIMHUYECKOTO MBILLICHHS Bpayeii-ClenuajucToB U NMPUBOIAT €00-
CTBEHHOE KJIMHNYEeCKOe HAQJI0AeHNEe B KAUeCTBe WLIIOCTPALMH NMOCJIEACTBHUIl yIOTPeOIeHHsI HOBBIX IICHX0AKTHBHBIX BEIIECTB
BO BpeMs 0epeMeHHOCTH. ABTOPbI CYHUTAIOT, YTO HACTOSAIIMI 0030p JIUTEPATYPHI C ONMCAHHEM KIMHHYECKOTo CJaydas siBJIsA-
eTcs IeHHBIM € TOYKHM 3PeHUs] MPAKTUKONPUMEHUMOCTH KaK /ISl KIMHUIMCTOB Pa3JINYHbIX HANPABJIEHUI, TAK U /ISl HAYYHBIX
COTPYAHHKOB.

Karouesvte caoea: HosopoicoeHHble, HOBbIE NCUXOAKMUBHbIE BeUECMEA, «COAU», OePeMeHHOCMb, HeOOHOUWEHHOCHb, NePefoMbl KO-
cmell, He2amueHble NOCAeOCmeus 045 naooa.

Ansa yntuposanus: Jlowkosa E.B., [JopoweHko U.B., Jllonbka T.C., Pagpukosa tO.C., XXenes B.A., EpmoneHko C.[1., Muxanes E.B., [puiuke-
Bu4 U.P., MenbHukos H.E., ConHbiwko A.J1., boryHeukuii A.A., KoHapaTteeBa E.W., XaBkuH A.W., OguHaesa H./[., Makapesuy E.U. Natogpuauo-
JIOrM4eCcKNe MEXaHU3MbI Y KIIMHUYECKUE MOCIEACTBUS BO3AEHCTBUS HA M104 M HOBOPOXAEHHOI0 HOBbIX MCUXOaKTUBHbIX BELLECTB — «COJE».
Poc BecTH nepuHaton n neavatp 2023; 68:(6): 85-93. DOI: 10.21508/1027-4065-68—-6-85-93

The use of new psychoactive substances (NPS) is increasing every year among various social groups around the world. The use
of narcotic drugs during pregnancy, according to various authors, remains at a high level from 2.8% to 7% of pregnant women.
The use of new psychoactive substances during pregnancy is characterized by multi-organ damage to the fetus, like other groups
of narcotic drugs, however, no organ and tissue specificity for new psychoactive substances has been described. Experimental
studies have demonstrated negative pathophysiological mechanisms triggered by synthetic cathinones in the form of increased
proapoptotic activity, the formation of autophagolysosomes and reactive oxygen species, and the pro-inflammatory orientation
of the immune system. A clinical observation describes a predominant lesion of the nervous system (malformations of the brain,
damage to the respiratory center) and the musculoskeletal system (pronounced myotonic syndrome, congenital pathological frac-
tures of the femur), which leads to multiorgan dysfunction, an uncontrolled inflammatory response, and, as a result, to the devel-
opment of severe disability in such children and growth of the cohort of palliative pediatric patients. In the presented literature
review, the authors focus on the pathophysiological mechanisms of action of NPS for a better, deeper and more holistic under-
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UHUYECKUE CJT1YHAU

standing of the pathological process occurring in the body, in order to form and improve the clinical thinking of medical specialists
and cite their own clinical observation as an illustration of the consequences of using new psychoactive substances during preg-
nancy. The authors believe that this review of the literature with a description of a clinical case is valuable in terms of practical
applicability, both for clinicians in various fields and for researchers.

Key words: newborns, new psychoactive substances, “bath salts,” pregnancy, prematurity, bone fractures, negative consequences

Jor the fetus.
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qncno cllydaeB YMOTPeOJIEHNsST HOBBIX TICUXOAKTUB-
HBbIX BEILECTB («CoJieli») € KaXIbIM TOIOM YyBe-
JIMUUBAETCSl CpeAu pa3IMYHbIX COLIMAJIbHBIX TPYIIIT
Bo BceM Mupe [I—4]. Tlpu mnosiBIeHMM Ha pbIHKE
HOBBIX HApKOTUYECKMX BEIECTB Ha TIEPBOM ITarie
UX yrnoTtpebjieHue SBISIeTCS JIeTaJbHbIM UM TOJIBKO
yepe3 HECKOJbKO JIeT 3alpeT Ha WX UCIO0JIb30Ba-
HUE YTBEepXKJaeTcsl Ha 3aKOHOJATEeJIbHOM YpPOBHE.
Tak, B Hameii crpade quiib B 2011 1. cMHTEeTUYECKME
KaTUHOHBI  (4-METUJIMETKATUHOH,  METUJICHINOKCH-
MYUPOBAJIEPOH, abda-nmMppoNTMANHONEHTUO(hEHOH,
3,4-MeTUIEHIMOKCUMETKATUHOH U [Ip.) TIpUPABHSUIU
K HAapKOTMYECKMM BEIIECTBAM M peayn3alids UxX ObLia
3arnpelieHa. Ho HecMOTpst Ha 3TO, MpenapaThl JaHHOM
TPYNIIBl  OCTAIOTCSI JTOCTATOYHO TIOMYJISIPHBIMU Cpeau
MOJIOZIEXKU U JIUIL CPETHETO BO3pacTa.

AHalM3 3MUAEMUOJIOTUYECKUX AAHHBIX MO YIOTpe-
OJICHUIO «COJIel» JIeMOHCTPUPYET HeOJaronpusTHbIN
tpenn. Tak, wucciaemoBanme, TmpoBeaeHHoe B CIIIA,

BKJIIOUAJIo 5469 ciiydaeB yrnoTpebieHUs] HapKOTUUECKUX
nperapaToB B riepuon ¢ 2011 mo 2014 r. mo gaHHBIM oMU -
LIMAIbHOM cTaTUCTUKU. [lo pe3yiabTaTaM 3TOTO OTYeTa
pacmpoCcTpaHEHHOCTh YITOTPeOJIeHUsT HOBBIX TICHXOAK-
TUBHBIX BeliecTB coctaBuia 7,1% B 2011 r. u yBenuuu-
nack 10 12,6% B 2014 1. [1]. CuHTEeTUYECKE KATUHOHBI
(«comm») ynotpeonsin 10,2% pecrionaeHToB. O6 yBen-
YEeHWU YIIOTPEOIEHUSI «COJIeli» CBUAETETbCTBYIOT JTaHHbIE
uccnenoanust K.E. Wood u coaBr. [2], KoTopbie moka-
3anu, 4yto B 2009 r. He O6bUIO 3a(DUKCUPOBAHO TTOTPEOU-
TeJiell HOBBIX TICMXOAKTUBHEIX BemecTB, B 2010 r. 3ape-
ructprupoBaHo yxe 298 yenoBek u B 2011 r. HabGmonancs
KOJIOCCATbHBI TIPUPOCT YKCIIa TTOTPEeOUTENIel HOBBIX
TICUXO0aKTUBHBIX BelllecTB 10 6062 yeoBek. Bo3neiicTBre
«coJieii» ObII0 Hanbosee BrIpaXKeHHBIM Y JIUII B BO3pacTe
20—29 neT, B TOM YMCJIe KeHITNH PEIIPOIYKTUBHOTO BO3-
pacra [2].

VYnorpebieHue HapKOTUYECKUX npernapaToB
BO BpeMsl 6epeMEeHHOCTH, O JaHHBIM Pa3HbIX aBTOPOB,
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Jlowkosa E.B. u coasm. Tlatoduzuronornyeckie MeXaHU3Mbl M KIMHUYECKHME MOCIEACTBUS BO3IEHCTBIS Ha 101 U HOBOPOXIEHHOTO. ..

0OCTaeTCsl Ha BLICOKOM YpOBHE — OT 2,8 10 7% GepeMeH-
HBIX XXEHIIWH TTPUHUMAIOT 3TU mpenapatsl [3, 4]. Hau-
Oosiee yacTo 0OC/IeTOBaHHbIE OEpeMEHHBIE >KEHIIMHbI
MpUHUMaIM KaHHaouc — 114 (27%) u3 422, BTOpBIM
10 TIOMYJISIPHOCTU ObIT MeTamoH (28,6%), TpeTbe MeCTo
3aHs KokawH (<1%) u ommounsl (<1%) [5]. dpyroe
HCcclieloBaHUe, TpOBeAeHHOe B MeKCHKe, BKITIOYaJo
300 GepeMeHHBIX XEHIIWH, U3 KoTopbix 127 (42,3%)
VIOTPEOISITA TICMX0aKTUBHBIE BelecTBa: 45 (35,4%) —
KaHHaowuc, 24 (18,9%) — metamperamun, 13 (10,2%) —
kokauH, 1 (0,3%) OepemeHHass WMeJa 3aBUCUMOCTh
oT repouHa u 7 (2,3%) ObIIM TOTPEOUTENSIMU HOBBIX
IICUXOAKTUBHBIX BEILIECTB [6].

VYnoTpebiieHre HOBBIX TICMXOAKTUBHBIX BEIIECTB
BO BpeMsl OepeMEHHOCTH XapaKTepHU3YIOTCS MYJIbTHOP-
TaHHBIM TTOpakeHWEM III0Ja, OMHAKO OPTaHO- U TKaHe-
CrenMMUIHOCTD IS 3TUX MperapaToB He onucaHa. Tak,
MpeHaTaJbHOEe BO3AECHCTBUME KaHHAOWCa KOppeaupyeT
¢ HU3KOM Maccoil npu poxneHuu [7]. HenmaBHuii cucre-
MaTUYECKUil 0030p M MeTaaHaJIM3 TOoKa3ajau, 4TO YIO-
TpebiieHre KaHHabuca BO BpeMsl 6epeMeHHOCTH CBSI3aHO
C TIOBBIIIEHHBIM PHUCKOM pOXIEHUS pebeHKa ¢ HU3-
kol Maccoit tena — meHee 2500 r (OTHOLIEHME IlIAH-
coB — O 2,06; 95% nmoBeputenbHbIN nHTepBaT — AW
1,25-3,42; p=0,005), Manoro rectalliOHHOIO BO3pacTa
(oI 1,61; 95% AN 1,44—1,79; p<0,001), mpexneBpe-
MeHHBIX pomos (O 1,28; 95% OU 1,16—1,42; p<0,001)
U TOCTIMTAIN3alell B OTAe/IeHre MHTEHCUBHOM Tepanuu
(oI 1,38; 95% ON 1,18—1,62; p<0,001) [8]. laHHBIE
0 TEPaTOreHHOCTH HOBBIX TICUXOAKTUBHBIX BEIIECTB MPO-
TUBOPEYMBBI, HO UMEIOTCS COOOIIEHUST O BPOKIEHHBIX
AHOMAJTMSIX, CBSI3aHHBIX C YIMOTpeOJieHneM KaHHabuca
MaTepblo, TaKUX KaK aKpaHWs, TaCTPOLIU3UC, aTpe3ust
MUIIEBOA U BPOXIeHHas auadparmaibHas Tpbika [9].

B kavecTBe wWiUTIOCTpallMM KIMHUYECKHMX TTOCIIEN-
CTBUI1 YITOTpeOIeHUsT HOBBIX TCUXOAKTUBHBIX BEIIECTB
MPUBOIUM COOCTBEHHOE HaOJIofeHNe. DTO TO3BOJIUT
MOAPOOHO OXapaKTepu30BaTh TMaTOGMU3NOIOTUIECKHE
MEXaHU3MBbI KJIETOYHOTO M TKAHEBOTO TOBPEXKICHUIA,
omnupasch Ha (PEHOTUTTMYECKUE XapaKTePUCTUKM TOpa-
SKEHMS TUTOAA U HOBOPOSKIEHHOTO.

Knunuyeckwuii cayyvaii. [Tox HaGmoneHeM Haxonuics
nauueHT K., 24-x cyrok xuszHu. PebGeHok ObLT mepe-
BeJieH M3 00JJaCTHOTO MepUHATAIbHOTO LIEHTpa (YIpesk-
neHust 3apaBooxpaHeHust I11 ypoBHSI okazaHUSI CIIELIH-
aJM3UPOBAHHOM, B TOM YHCJE BHICOKOTEXHOJOTMYHOM
MEIULIMHCKOM TMTOMOIIN) Ha BTOPOI 3TaN BBIXaXKMBaHUS
B OTIeJICHUE peaHUMAallMM YUPEXKICHUS 3IpaBOOXpaHe-
HUST BTOporo ypoBHs. Ha MOMEHT mepeBoma KIMHUYE-
CKUIA TMarHO3 3ByYall cieayomum oopa3om: «OCHOBHOI
JIMarHO3: MHOXKECTBEHHBIE BPOXKIEHHBIE TTOPOKU Pa3BU-
tust. [Topok pa3BUTHS TOJOBHOTO MO3ra: TPUBEHTPUKY-
Jiopvatanys. JIByXCTOPOHHSISI KMCTa Tajiamyca. [Topoku
pPa3BUTHSI KOCTHOM CHCTEMBI: BapycHas nedopMaius
MPaBOTO TOJIEHOCTOITHOTO CyCTaBa, paciieIMHa TBEpAOTO
Heba. BpokmeHHbIe MHOXKECTBEHHBIE 3aKPBIThIE Tepe-
JIOMBI 00eux OeIpeHHBIX KOCTeil B CpemHeil TpeTH co

cMmelnieHueM OTJIOMKOB. Aptporpurio3 (?). CoryTcTBy-
JOIIMI IMarHo3: PecrnupaTopHBI IUCTPecC CUHIPOM
HOBOPOXIEHHOTO TSKEIOM cTerneHn TsokecTu. CHHIPOM
JMCCEMUHUPOBAHHOTO BHYTPUCOCYINCTOTO CBEPTHIBA-
Hug. HegoHoureHHocTh 36 Hen 5 qHeit. MaJiblil K CPOKY
recranmu. Huskas macca Tena. TToCcTKOHIENTyalbHBIM
Bo3pacT 40 Hen. YMepeHHast achUKCUs TIPU POXKIECHUU.
BpoxaenHass aHeMus TsDKenoi ctemeHHM. [eMoTpaHc-
¢y3ust Nel. BHyrpuyrtpoOHasi uHbexius. bakrepue-
Mus, bakTepuypusi, accouuupoBaHHble ¢ Staphylococcus
epidermidis, Methicillin Resistant Staphylococcus aureus
(MRSA)>».

Anammues wcuznu. PebeHOK oT 2-ii OepeMeHHOCTH
un 1-x ponos (B 2020 r. — MeaumHcKkuit abopT). Cembs
HebJ1aronoylydyHast, B XX€HCKOM KOHCYJIbTAlIMK KeHIITMHA
He HabJIoaanach, BO BpeMst 6epeMeHHOCTH YITOTpeOIsiia
TICUXOaKTUBHBIE BellleCTBAa U Kypwiia curapeThl. [lepBas
MOJIOBMHA HACTOsIIIe 6epeMeHHOCTH, CO CJIOB MaTepu,
npoTeKaja 6e3 0COOeHHOCTe, OHa MpeObIBaia B «COCTO-
STHUM OBOIla», He TIOMHWJIA MHOTUX COOBITMI BCIeM-
CTBHE YMOTPeOJIeHUS] HOBBIX TMCUXOAKTUBHBIX BEIIECTB.
Ha cpoke 26—27 Hen HaxoAWIach Ha JISYEHUU B POIUITb-
HOM ITOM€ C TMArHO30M: OCTpasl pecrmpaTopHasi BUPYC-
Has MH(MEKLUMS CpeaHell CTEMmeHW TSKECTH, aHeMMS,
reCTallMOHHBIN TTUeJTOHEe(PUT.

Ponbl cpouHble, MyTeM oTmepaluy KecapeBa ceve-
HUST Ha cpoke 36 Hem 5 mHeit. IMpodumakTuku pecrm-
paTopHOTro JAHMcTpecc-cuHApoMa He Obuto. CocTto-
sSSTHUEe TIpU POXICHUM TSDKEJoe, OILleHKa I10 IIKaje
Amrap 5/6/7 6amnoB Ha 1, 5 u 10-if MUHYTax COOTBET-
ctBeHHO. PocT 45 M, Macca 1620 T, OKpY>KHOCTB Tpyau 26
CM, OKpPYXHOCTb rojioBbl 31 cMm. TIpoBeneHo HememIeH-
HoOe TIepeXkaTre MyIMOBUHEI, HayaTa pecrpaTopHasi oI -
JEP>KKa METOIOM WMCKYCCTBEHHOM BEHTWJISIIIUM JIETKUX
(MBJI) uepe3 nuueByl0 MacKy, YYUTHIBasi TTOTPEOHOCTH
B FiO, (Fraction of inspired oxygen — dpakuus Kucio-
poza Bo BIbIXxaeMoI Ta3oBoii cMecn) 1o 100% nist mocTu-
XEeHUs 1eneBbiX mapametpoB SpO, (caTypauus KpoBU
KHUCJIOPOIOM), TIpOBeeHa MHTYOalus Tpaxeu, Ha (hoHe
MBJI meromom INSURE (Intubation-surfactant-extu-
bation) BBeneH mopakrtaHT-anbga. IMorpedbHocts B FiO,
cHmkeHa 10 30%. Ilociie u3BnedyeHus pebeHKa HaOIIIO-
Janach aedopMarus majablieB KUCTeil 1 Oenep, B CBA3U
C YeM TMOocje CTabMIM3ali COCTOSTHUST HOBOPOXIEH-
HOTO OblJIa TIPOBeicHAa PEHTIeHOrpadust M TMarHOCTUPO-
BaH TepesioM obenx oeapeHHbIX KocTeit (puc. 1—3).

TlammmeHT ObLT TIepeBeleH B OTAEJIeHUE peaHuMa-
LIUY M MHTeHCUBHOM Tepanuu. C 1-To THS TPOBOIMIIACH
pecriuparopHast moanepxka merogoM MBJI B pexume
ACV (assist/control-mode ventilation), ¢ 16-Tro mHs
nepeBeneH B pexuM SIMV (sinchronized intermittent
mandatory ventilation)/PCV (pressure controlled ven-
tilation). Ha 20-e cyTku peGeHOK ObLT 3KCTYOMpOBaH
un nepeeneH Ha CPAP/PCV. Ha 22-e cytku kusHu
COCTOSTHUE pebeHKa YXYIIIUIOCh (3MU30IbI AecaTypa-
1IU1), TTO3TOMY OBUIO TIPUHATO pellleHWe BHOBb Tepe-
iitu Ha UBJI B pexxume ACV. JlabopaTtopHo B 1-€ cyTKuU
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Puc. 1. PeHTreHoMOrnYecKasi KAPTHHA PECMUPATOPHOrO JHC-
CTpecCc-CHHIPOMA HOBOPOXK/IAEHHBIX U MEPeIOMOB CO CMEHIeHH-
eM 00enx 0eIpeHHBbIX KOCTEii.

Fig. 1. X-ray picture of neonatal respiratory distress syndrome
and fractures with displacement of both femurs.

Puc. 2. BHelIHMIi BUI NAIIMEHTA HA BHITSDKEHUH.

Fig. 2. Appearance of the patient in traction.

HaOionanach runokoarynsinus. BpokaeHHass aHemust
OblTla KOpPpPUTMpPOBaAHA TiepeMBaHUEM BPUTPOLUTAD-
HOit Macchl. B cBsI3u ¢ MHQEKIIMOHHBIM aHaMHE30M
(oTCyTCTBME MaHHBIX OOCIEMTOBAaHUI Yy MaTepu, XOpU-
0aMHMOHUT) Oblla HayaTa CTapTOBasi aHTUOAKTEpU-
ajbHas Tepamnus aMIULWUIMHOM W TEeHTaMULIMHOM.
B HeBponormueckoM cratyce HaOMIOAATOCh YrHe-
TeHWE CO3HaHMsI 10 comnopa. KioHuKo-ToHUYeckue
CyIIOpOTH BITEPBBIE 3aperucTpUpoBaHbl Ha 11-e cyTKu
KU3HU. DHTepaJibHOE TTUTaHWe TTOIyJall ¢ 6 CYT KU3HU
yepes 30H CMEChIO JIJIsl HEIOHOIIEHHbBIX IeTei ¢ mocTe-
TMEHHBIM paciliupeHreM odobema.

C poxaeHus: TIPOBOAMJIOCH JIEYEHUE BPOXIEH-
HBIX 3aKPBITHIX TEPEIOMOB O€IPEeHHBIX KOCTEH IyTeM
BBITSDKEHMS 1 UMMOOUIIN3AIUs HIDKHUX KOHEYHOCTEN
(cMm. puc. 2). Ha 24-e cytku copmupoBasiach KOCTHast
MO30Jib (CM. pucC. 3), W JIaHTeThl ObLIA CHSITHL. PeHT-
TEeHOJIOTUYECKM HabJoaanach cleaylolnass KapThHa:
MPU3HAKNA HEMPaBUJIBbHO KOHCOJMIMPYIOLIUXCS Tepe-
JIoMOB 1racu30B 00erx OelpeHHBIX KOCTeH B CpemHei
TpeTu; cMmelleHue nepudeprnyeckuX KOCTHBIX OTIIOMKOB
00erx OelpeHHBIX KOCTei: crpaBa K3aayd W MeauabHO
Ha mmuMpuHy auadusza 0e3 medhopMallMyi TPOIOTLHOM
ocH, cJieBa KIepeay 1 JlaTepajibHO Ha IUMPUHY aradusa
U 1of, yriaoM 13°, OTKpBITBIM MeIuaabHO (CM. puc. 3).

Ha BceM mpoTsSoKeHMM TIeprofa BhIXaKUBaHUS TaH-
Horo maimreHTa B craimoHape III ypoBHsS cocrosiHue
0CTaBaJIOCh CTAOMJIBHO TsbKeJNbiM. Ha 25-e cyTku maum-
eHTa TiepeBeJid Ha BTOPOUl 3Tar BbixaxkuBaHus. [lanm-
eHT B JajbHeWIeM OblI MpU3HAH BpayeOHON KOMMC-
cUeil majuIMaTUBHBIM, MO HACTOSIIIIEe BPeMsl HAXOJIUTCS
Ha MBJI 6e3 nmepcneKTuBbI ISl 9KCTYOALIUM U CAaMOCTO-
SITETLHOTO JIbIXaH WS,
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Jlowkosa E.B. u coagm. HaTOCl)I/ISPIOIIOI‘I/I‘{CCKI/IC MEXaHMU3Mbl U KTMHUYECKHUE TTOCIeICTBUS BO3ACHCTBUS Ha MU0 M HOBOPOKIEHHOTO...

R
13450mMmH
17.04.23
OPHTNE

N93085

Puc. 3. ChopmupoBaHHbIe KOCTHBIE MO30JIH.
Fig. 3. Formed bone calluses.

Cocmosanue npu nocmynieHuu B OTAEJEHUE pPEaHU-
Mallui UM WHTEHCUBHOW Tepanmuu HOBOPOXIEHHBIX
yupexaeHust I ypoBHs1 (rocie mepeTpaHCHOPTUPOBKU
n3 00JaCTHOTO MEePUHATAIBHOIO IIEHTPa) OLEHEHO
KakK TSKEJIOE 32 CUET MHOXKECTBEHHbBIX BPOXIEHHBIX
AHOMAJIMII Pa3BUTUSI M JbIXaTE€JbHOW HENOCTATOYHO-
cru Il crenenu. IMauueHT HaxomWiICsl HA pecrIMpaToOp-
Hoii monaepkke Metogom MBII B pexxume SIMV/PCV.
Ha ocmoTp pearuposai ciabo B BUIe €TMHUYHBIX TTOIEP-
TMBAaHWM KOHEYHOCTEN Ha TaKTWJIbHBIM pasapakuTellb.
ITonoxenue runotronnuHoe, apedaekcus (puc. 4). Koxa
po3oBasi, MpaMOpHasi, 4ucTas, cyxas. Typrop TKaHei

S

cHUXeH. [ToaKOXHBIA XUPOBOI €0 Pe3KO UCTOHYEH,
B 00JIaCTU HUXHUX KOHEYHOCTEW MpPaKTUYECKU OTCYT-
ctByeT. B Jierkux ocnabieHue AbixaHusi, TOHbI cepilia
MPUIITYIIEHbI, PUTMUYHbIE. KUBOT yMEpeHHO B3IyT,
MepucTaibTUKa COXpaHEHa, CTYJ PEryJsSIPHbINA, TeMITbl
JIype3a B Ipeesiax HOpMBb.

B nuHaMuKe BbIXaXKMBaHUSI U MOHUTOPUHIA KU3-
HEHHO BaXXKHbIX MTOKa3aTeseil U 1abopaTOpHbIX Mmapame-
TPOB OblJla IMAarHOCTUPOBAaHA OakTepueMus B MoceBax
MOYM U KpOBH, pocT Staphylococcus epidermidis u MRSA,
KJIMHUYEeCKU Yy pebeHKa Habmojansach OTpULATEb-
Hasi IMHaAMUKa TeYeHMUs] OPOHXOJEroyHOro Impolecca
(puc. 5, a, 6), IMaTHOCTUPOBAH TOTAJIbHBII MTHEBMOTO-
pakc, MUMEJUCh BbIpaXeHHasl lepedpajbHasi HeaoCTa-
TOYHOCTb U CYIOPOXHBI CUHIPOM, KOTOPBIA coxpa-
Hsiicsd Ha (oHe MpuemMa ABYX MPOTUBOSMUIEITUYECKUX
npenapaToB, UTO ObLIO UHTEPIIPETUPOBAHO KaK CETCHUC.
HasnaueHa aHTuOaKTepuaibHasl Tepanus JMHE30JIUI0M
Ha 14 cyT, Npu NOBTOPHBIX 0AKTEPUOJIOTMYECKHUX TTOCE-
BaX pOCT MUKPOOPTaHMW3MOB HeE BBISIBJIEH, KyMTMPOBaHbI
PEHTreHOJOTUYeCKe U3MEHEHUS B JIeTKUX (puc. 5, B),
COCTOSIHHE OCTaBaJIOCh CTAOMIILHO TSIXKEJIbIM.

Takum oOpa3oM, TPUBEIEHHOE KIMHUYECKOE HAOJI0-
JIEHWE NEMOHCTPUPYET HETaTUBHOE BIUSIHUE CUHTETHU-
YeCKUX KaTUHOHOB Ha TJI0]] BO BPEMSsI BHYTPUYTPOOHOTO
Pa3BUTHSI, KOTOPOE PEAIU3YeTCs CUMITTOMOKOMITJIEKCOM
3aI€PXKKU BHYTPUYTPOOHOTO pPa3BUTUSI, TOpPaKeHUEM
KOCTHOW TKaHUW C aHTeHaTaJlbHbIM (HOPMUPOBAHUEM
CHUXEHUSI MUHEPAJbHOW TUIOTHOCTUM KOCTHM, a TaKxke
MOpaXXeHUeM TOJIOBHOTO MO3Ta U, KaK pe3yJbTar, TsKe-

Puc. 4. BueniHuii BUI NaUeHTa HA BTOPOM 3Tarne BbIXaKUBAHHU.
Fig. 4. Appearance of the patient at the second stage of nursing.
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Puc. 5. PentreHosnornyeckas KapTuna (a—B) HapyleHuii GpOHXHAJIBHON POXOIMMOCTH M THIIOBEHTHJISILMN.
Fig. 5. X-ray picture of bronchial obstruction and hypoventilation.

JIBIM HapylieHueM (YHKLUWI JObIXaTeJbHOW CHUCTEMBI  YBEJIMYMBAIOT BHICBOOOXKIEHME JaKTaTAeTUApOTreHasHhl,
BCJIEICTBHE TTOPaKEHUST ABIXaTeIBHOTO LIeHTpa (puc. 6).  9YTO MPUBOIUT K IMTOBPEXKICHUIO KIETKH.

Kpowme Toro, cienyer oOpaTuTh BHUMaHME, UTO B JAaHHOM R. Lépez-Arnau u coaBr. [ 14] uccnenoBanu pepmMeHTa-
KOTopTe OepeMEeHHBIX KEHIIWH, KOTOpPhIEe MOABEPXEHbI  THUBHBIE M3MEHEHMS, IIPOMCXOIIINE Y KPBIC TIOCTIE BBEIe-
HapKOTMYECKON 3aBUCUMOCTH, CYIIECTBYIOT W Ipyrue  HUSA MedeIpoHa, UMMUTHPYIOIIETO €T0 3JI0yNoTpeOIeHre

(baKTOpLI, BJIVAOIINWE HA TITTOMI. B HaCToAEM KIMHHUYC- yesioBeKoM. bBrI1o 06Hapy)KCHO, 4YTO YPOBHM TIJIyTaTu-
CKOM Haﬁmoz[em/m, ITOMHUMO yHOTpCﬁJ'[CHI/IH HOBBIX IICU- OHIICPOKCHUIA3bl OKa3aJIMCh IMOBBIIICHLI B JIOOHOM KopeE,
XOaKTUBHBIX BCHIECTB, 3aJCPKKY pa3BUTUA IJIoOdAa YCYTIy- TI0JIOCAaTOM TEJIE M TUIIIIOKAMIIC; KPOME TOro, B JIOOHOT

OJISITM XOPMOAMHUOHUT M KYpPEHME, YTO COOTBETCTBYeT  KOpe HaOJofalioch YCWIeHUE MEepeKHCHOTO OKUCICHUS
COLIMAJIbHOMY CTaTycy O€peMeHHOM KEeHIINHBI.

06cyxpeHue

HccnemoBanust maToU3NOIOTUISCKAX MEXaHU3MOB
TMEMOHCTPUPYIOT  TICHOTPOITHOCTh — TTaTOJIOTUIECKOTO
BJTUSTHUSI HOBBIX TICMIXOAKTUBHBIX BEIIECTB, BKITIOYAIO-
IIYI0 WHAYKIIAIO OKWUCIUTEIHHOTO CTpecca, arorro3a
u ayrodaruy, BoBJIeUeHNE ITIUTOKMHOB KaK HEOTheMIIe-
MOTO yYaCTHHUKA JIIOOOTO BOCIAIUTEIBHOTO Tpoliecca U,
KaK UTOT, PEeMONIETMPOBAHNE HEPBHOW TKAaHU U TIOBPEX-
JIEHWE CTPYKTYpP FOJJOBHOTO MO3ra.

Hogamunosas napkomuueckas sasucumocms. Vccie-
OBaTb MeXaHW3M [EHCTBUSI HOBBIX TICMXOAKTHBHBIX
BEILIECTB HavaIu elle B KoHile XX Beka. Tak, B Havaie
1980-x romoB ObUIO BBISICHEHO, YTO KATUHOHBI YBEJIU-
YUBAIOT colepXXaHue BHeKJIeTouHoro mogamuua [10].
TTyteMm Grokamsl 3axBaTa mocbaMUHA TIPECUHATITIISCKOMN
MeMOpaHO OHM TaKXe CTUMYJUPYIOT BBICBOOOXKICHUE
nogaMuHa M3 CMHAICOB rojloBHOro Mmo3ra [11]. Beaen-
CTBUE YBEJTUICHUS COIepXKaHus TodhaMIUHa B TTOJIOCATOM
TeJie, TIe HaXOMSITCS IIEHTPHI YIOBOIBCTBUSI, IIPOVICXOINT
pa3BUTHE HAPKOTUYECKOI 3aBUCUMOCTH [12].

Llumomoxcuueckoe noepexcdenue U OKUCAUMENbHDBLI
cmpecc. B. den Hollander u coant. [13] uszyyanu uuro-
TOKCUIHOCTh [P-KeToaM(beTaMUHOB B KJIETKaX HeWpo-
omactombl SH-SYSS (kieTouHast TMHUS Y4eJI0BEYECKOTO
TIPOVCXOXICHUS, WCITONb3yeMass B HayIHBIX IIEJISIX)
u OLICHMBAJIN OKHMCITUTETLHO-BOCCTAHOBUTETHHBII Puc. 6. BHenIHuMii BUI NALMEHTA CHYCTSA 3 MeC NMOCJIe POKIEHUS.
MOTeHIIMal. ABTOPBI MOKa3au, 4yTo B-keToambeTaMUHbI Fig. 6. Appearance of the patient 3 months after birth.
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JIMTIAAOB. DTU TaHHbBIE CBUIETEIBCTBYIOT 00 OKMCIUTE b~
HOM cTpecce, cBsi3aHHOM ¢ MedenpoHom [14, 15]. beuu
MPOBEACHBI 9KCTIEPUMEHTHI in Vifro Ha KyJlIbTypax HeWpo-
HOB KOPBI TOJIOBHOTO MO3Ta C 11eJIbI0 HAOII0IeHUST 10303a-
BUCHMMOTIO IIUTOTOKCHMYecKoro addekra (modamMuHepru-
YyecKas 1 CepOTOHMHEpTruYecKast HeMpOTOKCUYHOCTD) [ 16].
P. Tarkowski u coaBr. [17] coo0mIalOT, YTO OKUCIIUTETb-
HBIIl CTpecCc BCTpeyaeTcsi He TOJbKO B TOJIOBHOM MO3TeE,
HO U B [IOYKAX, CEPALIE, IEYEHU U CEJIE3CHKE.

Anonmo3 u aymoghaeus. CUHTETUYECKME KaTUHOHBI
BJIMSIIOT Ha MOJIEKYJISIDHBIE MEXaHU3MBbI aronTo3a MmyTeM
MOBBIIIIEHHON 3KCIPEeCCUU TMPOarnonTOTUYECKOro reHa
Bax (p<0,05) u cHMXEHHEM BKCIPECCMM aHTHUATIOITO-
tnueckoro reHa Bcl-2 (p<0,05) [18]. OcobeHHO uyB-
CTBUTEJIbHBIMU OKa3aJMCh HEMPOHBI TTPUJIEKAIIIETo siapa
MPO3paYHOIl TIEPEeTOPONKH, TaAM BBISIBUJIM CAMBII BBICO-
KW TIPOIIEHT alTONTOTUYECKUX KIeTOK [19].

Aytodarusi TipeicTaBisieT coOOM  3BOJIOLIMOHHBIN
Mpolecc, B Xoe KOTOPOTO TOBPEXIEHHBIE WJIM Herpa-
BWIbHO CBEpHYTbIe O€JKM, a TakKXke ITOBPEXICHHbBIC
KJICTOUHBIE OpTaHeJUIBl MOTYT OBITb YHWYTOXeHHI [20].
MHorre XuMn4ecKre COeIMHEHMST, B TOM YUCIIe CHHTETH-
YeCcKHMe KAaTHHOHBI, aKTUBUPYIOT ayTo(arnio Kak afarThiB-
HYIO peaklMIO Ha CTpecC M MeXaHW3M BbDKUBaHMS [21].
HaxkoruteHHbIe TaHHBIE CBUIETEIBCTBYIOT, UTO ayTodarust
MOXeET OBbITh BOBJIEUeHAa B MEXaHU3M JIEWCTBUS HAPKOTHU-
KoB. beuto oOHapyxkeHo, 4To 3,4-MeTUJIEHINMOKCUMEeTKA-
TUHOH, MeTaM(eTaMUH, O-TTMPPOJTUANHOIIEHTHO(hEHOH
U METUJICHIMOKCUTIMPOBAJIEPOH WHAYLMPYIOT ayToda-
TUIO TIyTeM TIoBbIlieHUs konunuectBa Oenka LC3 (Light
Chain 3, 6e1K1 — MHIYKTOPHI ayTO()arocoMbl) B KJIETKAX,
CTUMYJIMPYIOT MpeBpaileHue 1uuto3oiabHoro LC3-1 B cBs-
3aHHBIN ¢ MeMOpanHoit LC3-11 ¢ obpa3oBanuem ayrodaru-
YeCcKMX Bakyosieit [22—24].

[Iposocnasumenvhvie YUMOKUHBL U AKMUBAYUS MUKPO-
eauu u acmpouyumos. Ilocie BBemeHUs Kpbicam Mede-
npoHa R. Loépez-Arnau m coasr. [14] He HaOmomanu
aKTUBALIMM MUKPOTJUU. DTU pe3yIbTaThl COTJIACYIOTCS
¢ pesyabrataMu M. Angoa-Pérez [25] u paboueii rpynibl,
KOTOpbIe He OOHapyXWIM aKTUBAllMd MUWKPOTJIUU
WV TIOBBIIIEHUS YPOBHEH TIMATBLHOTO (hUOPUILISIPHOTO
KHCJIOTo Oejika — ToKa3aTesiss aKTUBallMU acTPOIIMTOB.
J. Martinez-Clemente u coasT. [16] moxkasanu, uyTo Mede-
JIPOH HE M3MEHSUT YPOBHSI INIMAJIbHOTO (PUOPUILIIIPHOTO
KHUCJIOro 0eKa M He MHAYLMPOBal aKTUBALMIO MUKPO-
[JINM, ONHAKO B TUIIMOKaMIle ObLIO OTMEUYEHO SIBHOE
YBEJIMYEHUE COJEPXKaHUS TIMaIbHOTO (hUOPUIUISIPHOTO
KHCIIoro 6enka.

J.A. Marusich u coasr. [26], O.H. Kim u coast. [27]
BBISIBUJIM TIOBBIIIICHWE YPOBHSI BOCHAJUTEIbHBIX IIUTO-
KWHOB B TOJJOBHOM MO3Te Yy CaMIIOB KpbIC (YBEeJIMYEHHE
npoaykuuu TNF-o u IL-6 B moocarom Tejie), 1o cpas-
HEHMIO C caMKaMHU, KaK UTOT pa3BUTUSI HEHPOBOCITAIM-
TEJIHLHOTO OTBETa Ha BBEIECHUE HOBBIX NCUXOAKTUBHBIX
BellecTB. B oTBeT Ha BocnasieHe U TIOBTOPHOE BBEICHNE
O-TIMPPONUANHONIEHTHO(GEHOHA OBIJIO BBISIBIEHO YBEJIM-
YeHue KoJInuyecTBa Mukporiauu [27].

B HacTtosiiee BpeMsi HEM3BECTHO HU O TepaTOTeH-
HBIX, HU O MYTareHHbIX 3((deKTaX CUHTETUIECKUX
KaTMHOHOB, HU O BO3MOXKHBIX JIOJTOCPOYHBIX IMOCJIEI-
CTBUSIX MPEHATaJbHOTO XPOHUYECKOTO BO3ICHCTBUS
3TUX BeIEeCTB Ha IUioA. B nureparype onyOJuKoOBaHBI
HECKOJIbKO KJIMHUYECKUX HaOIIOICHUI, KOTOpPbIE CBSI-
3aHBl ¢ ynoTpebneHueM 3,4-MeTUJIeHIMOKCUMETKA -
TUHOHA W o-TMpposunauHoneHTruodenoHa. S. Pichini
u coaBT. [28] B 2018 r. ormcany TSKebI HeOHATaIbHBIIN
aOCTUHEHTHBI CUHIPOM, BbI3BAaHHBIN BO3JIEHCTBUEM
MeTalloHa ¥ OJHOBPEMEHHBIM TIPUEMOM CHUHTETHUYE-
CKOTO KaTWMHOHA. METUIATKAaTUHOH OblUT OOHapykeH
B BOJIOCAX MaTepM, 4YTO JOKAa3bIBaJO YIOTPEOJEHUIO
ero MaTepblo 10 OepeMEHHOCTU 1 BO BpeMsl Hee; KpoMe
TOTO, HApKOTWYECKMII TIpernapaT OBLI OOHapyKeH
B HeoHaTaJibHOM MekoHuu (0,7 Hr/T), 4YTO MOATBEPXK-
JaeT BO3/IEMCTBME Ha TUION BO BpeMsI BHYTPUYTPOOHOTO
pazButusi. P. Adamowicz u coast. [29] onwucanu ciy-
yail rubenu 1iofa B CBSI3U C YIOTPEOJIEHWEM MaTepbio
CUHTETUYECKNX HApKOTUKOB B TOCJIEIHEM TPHUMECTpE
o6epemeHHocTu. [locMepTHOe oOcienmoBaHuMe MilaleHIIA
HE BBISIBUJIO CYIIECTBEHHBIX MATOJIOTMYECKUX M3MEHe-
HuUil. PeGeHOK ObUT MEpPTBOPOXIEHHBIM, aHTEHATaJlb-
Has TMOeNb TUIoJa SIBUJIACH PE3YJIbTaTOM ac(hUKCUU.
Tokcukoornueckuii aHaau3 IokKasadl BBICOKUI ypo-
BeHb 3,4-MeTWJeHIMOKCUMeTKaTuHOHa (76  HT/MIT)
U o-nuppoaunuHoreHTnodgenoéHa (12 Hr/mir) B KpoBU
pebeHKa.

ToxkcuuHocTh 3,4-MeTUIEHAMOKCUMETKAaTUHOHA
U O-TIUPPOJIUINHONIEHTHO(GEeHOHa He u3ydajlach, M TOY-
Has TOKcuuYeckasi Jno3a HeusBecTHa. KoHieHTparus
METUJICHIMOKCUTIMPOBAJIepOHA B ChIBOPOTKE  KPOBU
00CeTOBaHHBIX, MPOIEMOHCTPUPOBAJIA, BHICOKYIO BapH-
abesbHOCTb OT cienoBeix (<10 Hr/mi) no KpaiiHe
BbIcoknX (576 wr/mm) 3HaueHmii [30]. KonmeHTpa-
UST o-TIMPPOJIMAMHOIIEHTHO(EeHOHA B KPOBU B CIIydasix
C JIeTAJIbHBIM MCXOJOM Haxonujach B auanasoHe 1,1—
6200 ur/ma [30]. Tem He MeHee 4acTO 3TO COeIWHEHME
ObLJIO HE eNMHCTBEHHOM MPUYMHOI CMEPTH, TaK KaK OOHa-
PY>XMBAJIMCh U IpyTHe TOKCUYHBIE BerecTna [29, 30].

CuHHTETHYECKe KAaTUHOHBI B 0oJjiee 3aKUCICHHOM
KpPOBM TIJIOAa HAXOMSITCSI B MOHU3UPOBAaHHOW opMe
U JIJIMTEbHO ILIMPKYJIUPYIOT B KPOBEHOCHOW CUCTEME.
B mMerabonusme MeTWJIEHAMOKCUITMPOBaJIepoHa Haubo-
Jiee BaXXHBIMU KaTajau3aTopamMu CIyKaT U30(epMEeHThI
CYP2C19, CYPIA2 u CYP2D6. Ha BTOpoM osrare
«COJIM» KOHBIOTUPYIOT JIMOO C TIIIOKYPOHOBOI KUCIOTOM,
mmbo ¢ cynmbdatoMm [1, 4, 5]. OnHako aHATOMO-(pU3NO-
JIOTUYECKUE OCOOEHHOCTM, HEIOCTAaTOK M30(epMEeHTOB
1 (pepMeHTOB TIeYeHU MPUBOIUT K TOBBIIIIEHUIO KOHIIEH-
TpalMy CUHTETUYECKUX HAPKOTUKOB Y TIJIO/IA 110 CpaBHE-
HUIO ¢ KOHIIEHTpalreil B KpoBu MaTepu [1].

Heo6xonumMo OTMETUTh, YTO KJIMHUYECKUE NaHHbIE
00 opraHo- M TKaHecnen(GpUIHOCTU TaTOJOTUUYECKOTO
BJIUSTHUSI HOBBIX TICMXOAKTUBHBIX BEIIECTB Ha TUION
1 HOBOPOXIEHHOTO pebeHKa ellle HaXOIsATCs B CTaauu
HaKOTIJICHUSI, B CBSI3W C 3TUM aBTOPbI HACTOSIIIIEH MTyOIM-
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Kanuu npeajararoT COImoCTaBIsATb HOBBIC JaHHBIE O neu-
CTBMU HOBBIX TICMXOAKTMBHbBIX BCIICCTB HH(I)ODMaHHeﬁ
O «KJIAaCCHMYCCKUX» HAPKOTUYECCKHUX BCIICCTBAX, BJIUA-
HHUE KOTOPLIX Ha IJIOA WM HOBOPOXICHHOIO 1'[0)1p06H0
OITMCAaHO.

3akovyeHue

B sKcrieprMeHTaTbHBIX MCCIETOBAHUSAX TTPOAEMOH-
CTPUPOBAaHBI HETATUBHBIE MATOMU3MOJOTUIECKIE MeXa-
HU3MBI, 3aIycKaeMble CHMHTETHMUYECKMMM KAaTWHOHAMMU,
B BHUAE YCWICHUS TPOAITONTOTUYECKON aKTUBHOCTH,
obpa3oBaHMsI ayTo(arom30coM M aKTUBHBIX (DOPM KHUC-
Jiopojia, YCUJIEHUsI TIPOBOCTAIMTEIbHOW HaIlpaBJIeHHO-
CTU UMMYHHOI cuctembl. COOCTBEHHOE KIMHMYECKOE
HaOJIONEHNE ONMUCHIBACT HETaTUBHBIE KIMHUYECKUE
MPOSIBJIEHUST, KOTOPbIE 3aKJTIOYAIOTCS B IPEUMYIIIECTBEH-
HOM TIOpaXkeHUM HEPBHOM CUCTEMBI (TTIOPOKU Pa3BUTHSI
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Ieab uccaenoBanus. JleMoOHCTpaIMs BAaXKHOCTH MYJIbTHIMCIUIIMHAPHOTO MOX0/1A B PaHHEl Bepu(UKAIMN IEPBUYHOTO UMMYHO/IE -
(ummtHOTO CcocTosiHusA — cunapoma HuiivereH.

JleBOYKa MOCTYNHIIA C KAJI00AMH HA €XKeIHeBHbIii MPOAYKTHBHbII Kalle/b, CTOHKOE 3aTPpy/HEHHEe HOCOBOTO IbIXaHHUs, CIIN3UCTO-
THOiHOE OTIessieMoe, penuauBUpylonme HHGeKuun ApixaTeabHbIX nyTeil B TedeHue 3 jer. C 2 jer 6oJesia 3aTSKHBIMA Pelu-
JMUBUPYIOIMMH PECIMPATOPHBIMU MH(EKIUAMH, HEOAHOKPATHO MOJYYaja CTAIMOHAPHOE JieueHHe, CUCTEMHYI0 AHTHOAKTepH-
AJIbHYI0 TEPANMIO C HEOCTATOYHBIM () (eKTOM B BUIe cOXpaHeHus kKajno0. [Ipn KoMnbloTepHOii TOMOrpad)un OpraHoB rpyaHoi
KJIETKH BbISIBJICHbI €JIMHMYHbIE ATeJIEKTa3bl, YYACTKH MATOBOro cTeKJa. [1o MecTy KUTeIbCTBA MCKITIOYAIH HMMYHOe(DUIIUTHBIE
coctosnusi. IIpu ocmMoTpe oOHapyxeHbl (heHOTHNUYECKHE OCOOEHHOCTH MO THIY <«NTHYbEr0» JIMIA: CKOIIEHHDbIA JI00, BBICTY-
nalumas Bnepel CpeaHss YacThb JHUA, KJIIOBOOOPa3Hblii HOC, 0oabmue ymu. Punyeckoe pa3BuTHe HU3KOE: MACCO-POCTOBbIE
noka3aTteju MeHee 3-ro nepueHTWIsA. M3 HOCOBBIX X0/I0B CJIM3MCTO-THOMHOE OT/IEJsieMoe, MPOAYKTHUBHbIA Kamlellb. AyCKyJIbTa-
THBHO BJIQ2KHBIE XPHIIbI IO BCEM JIeroYHbIM nmoJisiM. 1o ocTanbHbIM opraHam u cuctemam 0e3 ocodenHocreii. [Ipu o0caenoBanun:
riyookas T-kiaerounas iumdoneHus, Mo JAHHBIM KOMIbIOTEPHOI TOMOrpaduy NMPU3HAKN MAHCUHYCHTA, JBYCTOPOHHETO OTHTA;
NMHEeBMO(MUOPO3HbIE M3MEHEHHS MOCTBOCHAINTENbHOrO Xapakrepa. I1o pe3yabraTaM ciMpoMeTpUM — CMeMIAHHbIE HADPYLIEHMS.
I1o pe3yibTaTaM MMMYHOJIOTHYECKOTO U F€HETHYECKOro 1000cae0BaHus BepuHuMpoBaHo nMMyHoAedUIMTHOE cocTosIHUE —
cunapom HuiiMereH, HaYaTa MoCTOSHHASA MPOTHBOBOCHAJINTEIbHAS, AHTHOAKTEPHAJIbHAS U IPOTUBOTPUOKOBAs Tepanus, 3ame-
CTUTEJIbHOE BBEJeHHEe HMMYHOTIO0YIMHA.

3akmouyenue. B npeacTaBjieHHOM KJIMHUYECKOM HA0JII0IeHNH OTPazkKeHbl 0COOEHHOCTH TeueHus cuHapoMa Huiiveren. DTot npumep
JIeMOHCTPUPYET AMATHOCTHYECKYIO CJOXKHOCTb B Bepu(HMKAIMH AMATHO3A M MOKA3bIBAET 0OJIBLIYIO POJIb MYJIbTHIMCIUILIMHAPHOTO
MOXO0/1a /ISl HAYaj1a COOTBETCTBYIONIEI Tepanuu, KOTOPasi BJMsIeT HA TSKEeCTh TeYeHHs 3a00/1eBaHUS M KAYeCTBO XKU3HU 00JILHOTO.

Karoueeote caosa: demu, cunopom Huiimezen, nepeuutbotii UMMyHOOepuUyUM.

Ansa untuposanus: MusepHuukuii 10.J1., 3opuHa U.E., PeiHraderko E.C., Kyabmuna T.H., Jepunana E.B., PoguHa I0.A., LLep6uHa A.IO.
Macku immyHozegduumTa: CAOXHbIV AnarHoOCTUYecKuii caydai cuHapoma HuvimereH. Poc BecTH nepuHaton v negmatp 2023; 68:(6): 94-98.
DOI: 10.21508/1027-4065-2023-68-6-94-98

Purpose. The purpose of the study is to show the importance of a multidisciplinary approach in the early verification of the pri-
mary immunodeficiency — Nijmegen breakage syndrome. A girl was admitted with complaints of daily productive cough, persistent
obstruction of nasal breathing, mucopurulent discharge, recurrent respiratory tract infections for three years. From the age of 2,
she suffered from protracted recurrent respiratory infections, repeatedly received inpatient treatment with systemic antibiotic therapy
with insufficient effect in the form of maintaining complaints. When examining according to CT scan of the chest — single atelectasis,
ground glass areas. Immunodeficiency states were excluded at the place of residence. On examination: phenotypic features of the type
of «bird-like» face — sloping forehead, middle part of the face protruding forward, beak-shaped nose, large ears. Physical develop-
ment is low: weight and height indicators are less than the 3rd percentile. From the nasal passages mucopurulent discharge, produc-
tive cough. Auscultatory — moist rales in all lung fields. For other organs and systems — without features. On examination: deep
T-cell lymphopenia, according to CT scan signs of pansinusitis, bilateral otitis media; post-inflammatory pneumofibrotic changes.
According to the results of spirometry — mixed lesions. According to the results of immunological and genetic additional examination,
the immunodeficiency state — Nijmegen breakage syndrome was verified, constant anti-inflammatory, antibacterial and antifungal,
immunoglobulin replacement therapy was initiated.

Conclusion. The presented clinical observation reflects the features of the course of the Nijmegen breakage syndrome. This example
demonstrates the diagnostic complexity in verifying the diagnosis and shows the great importance of a multidisciplinary approach
for the timely initiation of appropriate therapy, which, in turn, affects the severity of the disease and quality of life.

Key words: children, Nijmegen breakage syndrome, primary immunodeficiency.

For citation: Mizernitskiy Yu.L., Zorina I.E., Ryngachenko E.S., Kuzmina T.N., Deripapa E.V., Rodina Yu.A., Shcherbina A.Yu. Immu-
nodeficiency masks: a complex diagnostic case of Nijmegen syndrome. Ros Vestn Perinatol i Pediatr 2023; 68:(6):—94-98 (in Russ).
DOI: 10.21508/1027-4065-2023-68-6-94-98

POCCUVICKVI BECTHUK MEPUHATOJIOMW U MEAUATPUM, 2023; 68:(6)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)




Musepruykuii FO.JI. u coagm. Macku UMMyHOIE(DUIIMTA: CITOXHbII AMATHOCTUYECKUIA cTyyail cuHapoMa Huitmeren

CI/IHI[DOM Huiimeren — peakoe ayTOCOMHO-peliec-
CHUBHOE 3a00JIeBaHNe, XapaKTepU3yIoleecs MepBrY-
HBIM UMMYHOIE(MUIIUTOM C XapaKTepHBIMU (heHOTUITU-
YEeCKUMU YepTaMU M TTOBBIIIEHHBIM PUCKOM pa3BUTHS
3JI0KaYeCTBeHHbIX 00pa3oBaHuii [1—4]. T'en NBN, oTBeT-
CTBEHHBII 3a pa3BuTue cuHapoma HuitmereH, pacrodo-
JKeH Ha xpoMocoMe 8q21 1 KkoaupyeT OeJKOBbIN MPOIYKT
HuopuH. bonee 90% maumeHToB ¢ cuHApoMoMm Hwii-
MereH MMEIOT TaK Ha3bIBaeMYIO CIIaBSIHCKYIO MYTallWio
657del5 B TOMO3UTOTHOM COCTOSTHUU, TIPUBOMISIILYIO
K CIBUTY paMKU CUMTBIBAHUSI M CHHTE3y YKOPOYEH-
Horo Oenka. HUOpuH urpaeT BaXkHYyIO pojib B peakiivuu
Ha mnioBpexaeHue u penapauuio JJHK, koropast ciyxur
BaXXHEUIIIMM CHTHAJIbHBIM TYTEM B CaMBIX Pa3JIMIHBIX
OGUOJIOTMUECKUX TIpolieccax, BKITIOYash KaHIEpPOTeHes,
¢dopmupoBanue T- u B-nmumdonurapHbIX perienTopos,
crapenue u 1p. [1, 5]. PactmpocTtpaneHHOCThL 3a00JjeBa-
HUST B MUPe KpaitHe BaprabeTbHa B CBSI3M € BhIpAXKeHHOM
HAllMOHAJLHOW MPeApPacoNOXKEHHOCTbIO K Pa3BUTHUIO
cuaapoma HuliMereH. BolbIIMHCTBO MALIMEHTOB C CUH-
npoMoM HwuliMereH MMEIOT CIIaBSIHCKOE TPOMCXOXKIe-
HHUE U B HEKOTOPBIX PETMOHAX TOIYJISIIMOHHAS YacTOTa
reTePO3UTOTHOTO HOCUTENIBCTBA «CIIABTHCKOW» MyTalluu
reHa NBN coctasnser no 1:155 [1]. B HacTosiee BpeMs
YacToTa POXACHUS MALMEHTOB ¢ CMHApOoMOM HwuitmMereH
B P® onenuBaercs kak 1:400 ThiC. HOBOPOXKIEHHBIX [6].
OnHako HEoOXOAMMO TPUHUMATh BO BHUMAaHME, 4YTO,
Kak M MHOTWE ApYyrue TMepBUYHbIE MMMYHOIE(UIIUTHI,
cuHapoM HwuiiMereH oTiMYaeTcss TUITOAMATHOCTUKOM/
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no3gHeil auarHoctukoi. OCHOBHBIMU (eHOTHUIHYE-
CKUMM TIPOSIBICHUSIMU CJTy>KaT MUKpOUedanyisi, BbISIB-
JisieMasi ¢ poXIeHUs, IMCMOP(HbBIC YEPTHI JINIIA, CXOXUE
y BCeX MAalMeHTOB ¢ CHHIApoMoM HwuiiMereH M craHo-
BsilMecs: Oojiee OYEBMIAHBIMU C BO3DPACTOM, 3alepiKKa
pocTa, YMCTBEHHAasl OTCTAJOCTb pa3JIMYHON CTEeINeHU
BeIpakeHHOcTH [7]. Bemymwmm cuHapomMom, 0OyCIOB-
JINBAIOIIMM KJIMHUYECKHE TPOSIBJIEHUST 3a00JieBaHMSI,
SIBJISIETCSI UMMYHOIE(DUIIUTHOE COCTOSTHUE 3a CUeT Hapy-
menuii B T- m B-KJIeTOYHOM 3BeHBSIX WMMYHUTETA.
B ximHMYeckoM aHamm3e KPOBHM XapaKTepHa JIEHKO-
MEeHMST 32 CUeT CHUXKEHUS OOIIero Kojaudyectna JUM@o-
LIUTOB, TIPU WMMYHOMDEHOTUITUPOBAHUM BBISIBIISIETCS
CHIUXeHUe abcoiioTHoro KojmuectBa T-knetok (CD3+,
CD4+) y 90% maumenToB u B-xietok (CD19+, CD20+)
y 72—75% [8]. HapymeHust TyMopaJibHOTO 3BeHa UMMY-
HUTeTa BcTpevatoTess B 80% ciydaeB MW BapbUpPYIOT
OT araMMmarjioOyJIMHeMUM 10 YMEPEHHOTO CHUXKEHUS
ypoBHs IgG [8].

BaxXHBIMU  KIIMHUYECKUMU TIPOSIBIICHUSIMU UMMY-
HONE(UIIUTHOTO COCTOSTHUSI ~ CIYXKaT  PelUuINBUPY-
olre WHOEKIWU PecrMpaToOpHOTO TpaKTa, TaKHe
KaK CUHYCHUTBI, OTUTHI, OPOHXUTHI M ITHEBMOHUU, KOTO-
pble Y HEKOTOPBIX MAllMEHTOB MPUBOIST K 00pa3oBa-
HUIO OpoHx03KTa30B [7, 9]. CTpyKTypHbIe M3MEHEHUS
B TIapeHXMMe JIETKHMX COTPOBOXIAIOTCS HapylleHUueM
3BaKyallul MYKOAaKTUBHOTO CeKpeTa U TOJepKaHUuEeM
XPOHUYECKOTO BOCITAJICHUS] B HWKHUX JIbIXaTeIbHBIX
MyTsX, OOYCJIOBIWBasi PEUMAVBBI  MHQMEKIIMOHHOTO
npoiecca. VIMEHHO OpOHXOJIETOUHBIE TIPOSIBICHUS,
MO CYIIECTBY, OMPEIEISIOT TSKECTh TeUeHUsT 3TUX 3a00-
JIeBAaHUH, B CBSI3M C 4YeM OOJIbHbIE B TEPBYIO ouepeib
KOHIIEHTPUPYIOTCSA B CIIEIMATU3UPOBAHHBIX MTYJIbMOHO-
nornyeckux kiamHukax [10]. I[To3nHue mocraHoBKa aua-
THO3a W HavyaJlo crelnu(uIecKoi Teparmuu TPUBOISIT
K mopaxeHuto Jierkux y 1/3 6onbHbIX [8, 10]. TToaTomy
HACTOPOXEHHOCTh B OTHOIIIEHUW MEePBUYHOTO UMMYHO-
nedunnTta u cuHapoMa HuliMereH, B 4aCTHOCTH, KpaiftHe
aKTyajibHa ISl CIELMaJUCTOB IyJbMOHOJOTUYECKOTO
npodus.

XapakTepHasi OCOOEHHOCTh MAallMEHTOB C CUHJIPO-
MoM HuiiMereH coCTOUT B MMOBBIIIIEHHOM paaTuoOYyBCTBU -
TEJIbHOCTU: YacToe NMPUMEHEHUEe PEHTreHOJOTMYeCKOM
MUaTHOCTUKH, acCOIMMPOBAHHOE C pPElUIUBUPYIO-
UMY WHOEKIUIMU PEeCTUpaTOPHOTO TpPaKTa, MOXKET
YBEJIUYUTh PUCK Pa3BUTHUS Y HUX OHKOJOTMYECKHUX
3aboneBanmii [11]. Bepudukauus nnarnos3a B KOpOTKIE
CpoKu (B uueane cpa3y Mocje POXACHUS) MO3BOJSIET
MUHUMU3UPOBATh TPUMEHEHHME NaHHBIX WHCTPYMEH-
TaJbHBIX METONOB WCCIEAOBAHUS W HeXelaTeJbHbIe
nobouHble sBieHus. JmarHo3 cunHapoma Huilimeren
yCTaHaBJIMBAETCsS HA OCHOBAHWM TUITUYHBIX (PEHOTUTIN -
Yyecux 0COOEHHOCTEe!, KIMHUYECKO KapTUHBI 3a00Je-
BaHMUS M TEHETHMYECKOTO TOATBEPKIECHUS MaTOTeHHBIX
OouannenbHbIX BapuaHToB B reHe NBN [11]. C yyetom
OOJIBIIIOTO YKCIa PELUAMBOB MHGMEKIUN pecrupaTop-
HOTO TpakTa WX auddepeHInaNbHas IUaTHOCTHKA
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MPOBOAUTCA C OPYTMMU TIEPBUYHBIMU WMMYHOIE(hW-
IIUTHBIMA COCTOSTHUSIMUA, OTHOCSIIUMUCS K CUHIPO-
MaM XPOMOCOMHBIX TIOJJOMOK, a TaKXe C BpPOXIEH-
HBIMU TIOPOKAMU DPa3BUTHUS JBIXaTEJIbHON CHCTEMBI.
K TakoBBIM OTHOCSTCS TIepBUYHAST IIUJIUAapHAs TUCKH-
He3usl, MpU KOTOPOW OTMEeYaeTcsl TOTaJbHOE TMOopaxKe-
HUE pecrnuMpaTopHOro TpakTa, a ajJeKBaTHas CaHallUsI
MYKOJIMTUUYECKOTO CeKpeTa CIYXWUT IJIaBHBIM MaTore-
HeTMyecKuM 3BeHoM Tepanuu [12]. B kauecTBe Tepa-
MEBTUYECKUX BO3MOXHOCTEH B OTHOIIEHUM TEepBUY-
HOTO MMMYHOIeMUIIUTA y TMalUeHTOB C CHUHAPOMOM
HuiimMereH ycrielrHo WMCMOJIb3yeTCsl TpaHCILIaHTaLWs
TEMOITO3TUYECKUX CTBOJOBBLIX KieTok [3, 8, 13, 14].
B ciiyuae oTkasa ot ipoBeneHUs TpaHCTIJIaHTAllM Y T1aTO-
FeHEeTUYECKOe KOHCEPBAaTUBHOE JIEUEHME TPOBOIUTCS
MOXU3HEHHO Y BKJIIOYAET 3aMECTUTEIbHYIO Teparuio
npernapaTraMyu UMMYHOTJIO0YJIMHOB, a TakkKe Tpoduiak-
TUYECKYI0 TIPOTUBOMHGEKIIMOHHYIO Teparnuio, o0beM
KOTOPO¥ oTpeaessieTcss UHIUBUIyaibHO |5, 9]. B orcyT-
CTBME TpaHCIUIAHTALIMM TEMOTIOATUYECKUX CTBOJOBBIX
KJIETOK TIpOTHO3 3a0oJieBaHUs, KaK MpaBujIo, HeOJsa-
ronpusTHeI: K 20 romam 6osiee yem y 40% maliMeHTOB
pa3BUBAIOTCSI  3JI0KAYECTBEHHBIE  HOBOOOpAa30BaHUS
MPEUMYIIECTBEHHO JUM(OUIHOTO TMPOUCXOXKIECHUS.
Crnieunduyeckasi TMPOTUBOOITYXOJieBasi Teparnusi CHUH-
npoma HuiimereH nMmeer ornpenesieHHbIe 0COOEHHOCTH,
B OOJIBIIMHCTBE CJyyaeB YCIIeIIHa, OJHAKO He TpeaoT-
BpalllaeT pa3BUTUS PELUINBOB/TIOBTOPHBIX OITyXOJEBBIX
3a00JIeBaHUN U MOXET BECTU K POCTY pHCKa Yrpoxa-
IOIIMX XXU3HU COCTOSTHUM BBHMIY TOKCUYHOCTH W CBSI-
3aHHBIX C 3TUM Tocienactsuit [1, 5—10, 12, 15, 16].
C y4yeToM MepevyrcieHHOTO MCKIIYUTEbHO BaXKHBIMU
BUISITCS paHHSISI IMarHOCTUKA W HA4YaJI0 JIEYEHHST 3TOTO
3a00JieBaHUSI, YTO OTpeessieT TMPOrHO3 U KavyeCTBO
KU3HU O00JBbHBIX. HecMoTpst Ha XxapakTepHble (DeHOTH-
MUYeCcKre OCOOEHHOCTH, TMarHoCcTuKa cuHapoma Huii-
METeH 3a4acTylo TIpe[CTaBsieT OOJbIINE CIOXHOCTH,
TpeOyeT HACTOPOXEHHOCTU W MYJbTUAMCIUTUIMHAD-
HOTO TTOX0/a, YTO HATJISIAHO WITIOCTPUPYETCS CIeAyI0-
UM KJIMHUYIECKUM ITPUMEPOM.

Knunuyeckuit cayyaii. B myiabMoHosornueckoe
otnenenue HWUKW mnemuarpum m nerckoi Xupypruu
um. akaza. FO.E. BenbTuinena mocrynuia neBouka 5 jier
C XajobaMM Ha eXeIHEBHBIN TPOMYKTUBHBIN Kallelb
U TIOCTOSTHHOE 3aTPYJHEHUE HOCOBOTO JIbIXaHUSI, COTIPO-
BOXalo1eecst CJIM3UCTO-THOMHBIM OTIEISIEMBIM
M3 MOJIOCT HOCa B TeYeHME 3 JIeT, a TakKe peluIuBU-
pytomne WHOEKIUA BEPXHUX M HUKHUX IbIXaTeTbHbBIX
myTeit, TpeOylolre 4YacToil aHTMOAKTepUalbHON Tepa-
nmuu. BpayaMu 1Mo MeCTy XMUTEJIbCTBA MPEINOJoXKeHa
MepBUYHAs LMJIMApHas TMCKUHE3UsI, peOeHOK HarlpaB-
JIeH B CHeUWaJU3UPOBAHHBIA MEIUIIMHCKUMN LIEHTP
IIJIS HOOOCTIeTIOBAHMUSI.

N3 anamHe3a XM3HM W3BECTHO, 4YTO pPeOCHOK
ponuicst ot 1-it GepeMeHHOCTH, MpoTeKaBIleil Ha (hoHe
ocTpoit pecriupatopHoit nHpekuun Bo Il Tpumectpe,
10 JAHHBIM YJIBTPa3BYKOBOI TMarHOCTUKY ¢ | TpuMmecTpa

UHUYECKUE CJT1YHAU

IVAarHOCTMPOBaHa 3a7iepkKa BHYTPUYTPOOHOTO pas-
BUTHSI, B CBSI3W C YeM PeOEHOK BITOCIEICTBUM HaOJIIO-
JAJICsl HEBPOJIOTOM TI0 MECTY XKMUTEJIbCTBA IO BO3pacTa
3 net. JleBouka poamiach Ha 39-if Henesle 0epeMeHHOCTH
¢ maccoii Tea 1900 r, minHOM 46 ¢M, OLIEHKA I10 IIKaJIe
Arrap 7/8 6annos.

Jlo 3 neT meBovKa MpaKTUYECKU He OoJea, ¢ Havyala
MOCELIEHNST  TeTCKOTO  JOMIKOJBHOTO  YIPEKACHUS
pecrupaTopHble MHMOEKIIMU COMPOBOXIAINCH (PeOPUITH-
HOI JTUXOpaIKOi, OOMJIBHBIM CIM3UCTBIM OTAEISIeMbIM
13 HOCOBBIX XOIOB, KOTOPOE COXPAHSIIOCH MPAKTUIECKU
MMOCTOSTHHO, MECTHAsI M CUCTeMHasi aHTUOaKTepuaabHasI
Teparus He JaBajia CTOMKOTO MOJI0XUTEIbHOTO 3 deKTa.
B nanpHeieM K MMeEIOIIECS CUMIITOMATUKE TIPUCO-
eIMHWIINCh Xajo0bl Ha eXeTHEBHBIN TPOMYKTUBHBIN
Kalleslb, AayCKyJbTaTUBHO BBICITYIIMBAIUCH BIaXKHBIE
XPUITBI B JIETKUX. Pe6eHOK HEOTHOKPATHO TOCTTUTATTN3H -
poBaJicst B MH(PEKIIMOHHBIE OTAECHUS 10 MECTY XKUTEITb-
CTBa, /e TI0 JaHHBIM Ja00pPaTOPHO-MHCTPYMEHTAIBHOTO
0o0clieIoBaHUs  AUATHOCTUPOBAIM  OCTPBIM  GPOHXUT.
Bo BpeMs cTallMOHApHOTO JIeYeHUs] WHUILIMUPOBAJIACh
aHTuOaKTepuaabHas Teparnus 0e3 MOJKHOTO 3ddexTa.
B ampene 2022 1. mpu odepemHON TOCIUTATIN3ALNN
OblJ1a TIPOBeJicHa KOMITBIOTEpHAsT TOMOTpadusi OpraHOB
TPYIHOM KIJIETKW, BBISIBJICHBI €IWHUYHBIE aTeJIeKTa3bl
M YYaCTKM «MaTOBOTO CTeKJia». BmepBble ObLta peko-
MEHIOBaHa UIMTEJbHAsl WHTAISIUOHHAST TPOTUBOBOC-
MaJuTeTbHAST 1 OPOHXONIMTHYECKAsT Teparysi, He JaBIiast
addekra, Kamoobl coxpaHsuiuck. Jlerom 2022 r. mepe-
HecJla 04aroBYI0 IMTHEBMOHUIO, TaKXe MO MECTY XKHUTEJTb-
CTBa UCKJTIOYATM UMMYHOIE(UITUTHBIE COCTOSTHUSI METO-
JIOM OLIEHKU YPOBHSI OOIIIMX MMMYHOTJI00yIUHOB A, M,
G, E — Bce mokazareiu HaxOOWJINCh B paMKax pede-
PEHCHBIX 3HAUCHUI. B CBSI3M ¢ COXpaHSIOIIMMUCS XKaJlo-
6aMU TIpoBelicHa KOPPEKIUST WHTATSIUMOHHON Tepanuu
Ha TUrepToHnYecKuii pactBop. Ha (poHe neueHus cocro-
STHE C YMEPEHHOM TOJOXUTEIBHON JUMHAMUKON B BUJIE
OTCYTCTBUSI OOOCTpEeHMUIA, TpeOOBABIIMX TOCITUTAINA3A-
LI, OMHAKO KallleJb U CIM3UCTO-THOMHOE OTHENIsIeMOe
13 HOCOBBIX XOJIOB COXPAHSITNCH.

HacnencrBeHHbIli aHaMHe3 Yy pebOeHKa OTSTO-
IeH TI0 OPOHXOJIETOYHBIM 3a00JIeBaHUSAM: IO JIMHUU
maTtepu — y 0aOymiku OpoHXuajabHasi acTMa (CToiiKast
pemuccus).

Ilpu ocmoTpe oOpaiiany BHUMaHUE (DEHOTUIYE-
CKHE OCOOEHHOCTM JIMIIEBOTO CKejleTa pebeHKa Mo TUIY
«TITUYBETO» JINLIA: CKOIIEHHBIN JI0O, BBICTyMAOIIas BIle-
pell CpelHsIst 9acTh JIMIIA, KITFOBOOOpa3HbIii HOC, OOJIbIITE
yim. dusndeckoe pa3BUTHE HU3KOE: Macca Tenaa 11 xr
(MeHee 3-ro miepUeHTWIA), IuHa Tena 99 cm (MeHee 3-To
nepueHTIss). HocoBoe mbIxaHWe 3aTpyaHEHO, M3 HOCO-
BBIX XOJOB CJIM3UCTO-THOWHOE oTaensgemoe. Karenb
BJI&XXHBIN, €XEeITHEeBHbIN, ONbIIIKa TpU (PU3NIeCcKOu
Harpy3ke M B TIOKO€ He OTMeYajach. B JIETKMX aycKyJib-
TATUBHO JbIXaHWE MPOBOIWIOCH BO BCE OTIEIHBI, BBICITY-
IIMBAJIUCh BJIAXXHBIE XPUITBI IO BCEM JIETOYHBIM TTOJISIM.
B ocTanbHOM 10 opraHam 1 cucTeMaM 6e3 0COOEHHOCTEA.
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Musepruykuii FO.JI. u coagm. Macku UMMyHOIE(DUIIMTA: CITOXHbII AMATHOCTUYECKUIA cTyyail cuHapoMa Huitmeren

B pamxax mpoBeneHHOTO J1abopaTOpHO-UHCTPYMEH-
TaJbHOTO O0CJIEIOBAHUS BBISIBICHBI M3MEHEHUs B KJTU-
HMUYECKOM aHaimse KpoBu: Jumdorenus go 0,66-10°/1
(ipu HOpMme 2,0—10,5-10°/1); mipu McclienoBaHUM OUMO-
MTaTa MepLATeJbHOTO SIUTEIUS CIM3UCTONM OOOJOUYKU
HOCa BBISIBIIEHO JIMIIb HE3HAYUTENbHOE HapylleHHe
JIBUTATEJIbHOM aKTUBHOCTH PECHUYEK, UTO OBLIO HECO-
MOCTAaBUMO C OOBEMOM KIMHUYECKOTO TOPaKEeHUS
U MOXET OTMEUaThCsl y JIeTell ¢ BoCTaJleHWueM Tpuia-
TOYHBIX Ma3yx Hoca. [To JaHHBIM pacUIMPEHHOU UMMY-
HOTpaMMBbI BbIsIBIIeHa Tiybokast T-xjeToyHas JuMGo-
rmeHnss — oOmee Koaumdectso jumbonutos 0,75-10°/1
(1,25-5,77-10°/n), T-nmumpounter CD3  0,29-10°/n
(1,8—3,0-10°/m), T-xeanepsr CD3/CD4 0,14:10°/n
(1,0—1,8-10°/m), T-uuToTOKCHYECKIE CD3/CD8
0,1-10°/1 (0,8—1,5-10°/11), a Takke B-mumboruter CD19
0,13-10°/m (0,35—1,43-10°/m). TTo maHHBIM KOMITBIOTED-
HOII TOMOTrpauy MPUIATOUHBIX TMa3yxX HOcCa OMpeesIsi-
JINCh TIPU3HAKMW TMaHCUHYCUTa, CPEIHEro OTHUTA C IBYX
CTOPOH, TIO JaHHBIM KOMITbIOTEPHOM TOMOTrpaduu
OpraHoOB TPYIHOM KJIETKM — IPU3HAKW BBIPAXKEHHOIO
OOCTPYKTMBHOTO OpOHXMTa, OPOHXUOJUTA, TTHEBMOMDU-
OPO3HBIX M3MEHEHHMI B JIETKUX IMOCTBOCIAIUTEIBHOTO
xapakTepa (cM. pucyHoK). ITo pedynbraTam mcciemoBa-
HUST JIETOYHOM (DYHKIIMU METOAOM CITUPOMETPUU BBISB-
JIEHBI CMeIlIaHHBIE HapyIIeHWSs: XW3HEHHas eMKOCTb
nerkux (KEJT) 59%, dopcupoBannas XKEJT (®XKEJ)
66%, 00beM (OPCUPOBAHHOTO BBIIOXA 3a 1-10 CEKYHIY
(O®B)) 67%, nnnexc Tuddro 90%, mukosas oobeMHas
ckopoctb Beimoxa (ITOC) 57%, makcumanibHast 0ObEM-
Hasl CKOpOCThb BbImoXa Ha ypoBHe 25, 50 u 75% ®XKEJI
cootBerctBeHHo — MOC,, 58%, MOC,, 60%, MOC_
37%, mipo6a ¢ OPOHXOIUTUKOM TOJOXUTETbHAS (TIPU-
poct ODB, 27%).

C yueToM (peHOTUITNIECKIX OCOOEHHOCTE JIMIIEBOTO
CKeJleTa, TIPU3HAKOB MUKpoIledharnn, HAIMIUS TIy0o-
Koii T-xireTouHoIt TUM@OIIeHNN y pedeHKa ObLIT IPeIIo-

JloxkeH cuHapoM HuiimereH, peKoMeHI0BaHO reHeThYe-
cKoe obOcJieoBaHue 7151 TIOATBEPXKISHUS IUarHo3a.

PebeHok ObIT HampaBieH Ha KoHcyabTaluio B OI'BY
HMHUL ATOU wum. Hmutpusi PoraueBa MuH3zmpasa
Poccun, rne numarHo3 ObLT TIOATBEPXICH KIMHUYE-
cku. JomomuutensHo nipu onpeneneHuu TREC, KREC
konmyectBeHHbIM MeTonoMm: TREC — 0 (rmpu HopwMme
30—327) xonuit Ha 1 Mk, KREC 2,7 (npu Hopwme
75—541) xormit Ha | wmki. [lanueHTKe OBLIO TIpOBe-
NIEHO TEeHEeTWYeCcKoe OOCJIeOBaHME METOJO0M TIPSIMOTO
cekBeHupoBaHusl 1o CoHrepy reHa NBN u BbIsIBIeHa
nenenust ¢. 657 _661delACAAA B TOMO3UTOTHOM COCTO-
sHun. Takum oOpa3oMm, auarHo3 cuHapoMa HwuiiMeren
OBbLIT TIOATBEPXKIEH MOJIEKYJISIPHO-TeHeTu4YecKu. Peko-
MEHJI0BaHa TTOCTOSIHHASI MOXXU3HEHHasl TTpoduIakTuye-
cKasl aHTMOaKTepuajabHasi U TPOTUBOTPUOKOBAsl Tepa-
nus: o cxeMe a3uTpoMuinH 10 Mr/Kr/cyT uepe3 NeHb,
KO-TPUMOKCAa30Jl +  TPUMETONPUM S5  MI/KT/CyT
yepe3 JeHb, (IYKOHA30J 5 MI/KT/CyT €XeIHEBHO,
a Takxke peryjsipHasi 3aMeCTUTeNIbHasi Tepanus UMMY-
HOTJIOOYJIMHOM ISl BHYTPMBEHHOTO WJIM TIOIKOXHOTO
BBeaeHUs B 1o3e 0,4 r/Kr/Mec, najabHeiiiee HaOIoneHe
B HaumoHanbHOM MEIMIIMHCKOM MCCIIEeIOBAaTEeIbCKOM
LIEHTPE METCKOI reMaToIOTMU, OHKOJIOTUY M UMMYHOJIO-
ruu um. Imutpust Porauena.

B mpencraBieHHOM KJIMHWYECKOM ciydyae (peHOTH-
MUYecKre 0COOEHHOCTH pedeHKa ObIIN BBISIBICHBI Cpasy
MocJie POXKIEHUS, OJHAKO IMarHo3 cuHapoma HuiiMeren
He ObUT NpearnosoxeH. J1eGT pecnpaTopHOl CUMIITO-
MaTuKU oTMedeH B 3,5 roga. KiimHuueckue cMMNITOMBI
B BUIE PELMIMBUPYIOLIUX OaKTepUaTbHBIX WH(EKINH,
MOMO3PUTENIBHBIX Ha MPOSIBJIEHUSI UMMYHOIE(MUIIUTHBIX
COCTOSTHUI, MOTYT BCTPEUaThCsl MPU MHOTHX TTATOJIOTHUSIX,
B YaCTHOCTM TPU 3a00JIEBAHUSIX OPTAHOB JbIXaTEIbHOM
CUCTEMBI, C KOTOPBIMU M JOJIKHA TTPOBOIUTHCS AU de-
peHIMaabHasl AMarHoctuka. TpaH3UTOpHbIE U3MEHEHUS
J1abopaTOpPHBIX TTOKa3aTesieil B Buae TMMGOTNIEHUU MOTYT

Pucynok. KoMnbloTepHbIe TOMOTpAMMBI IPUIATOYHBIX MA3yX HOCA (2) U OPTAHOB TPYIHOI KiIeTKH (0).
a — MPU3HAKA MAHCHHYCUTA, CPEIHEr0 OTUTA; 0 — NMPU3HAKH BHIPAIKEHHOT0 0OCTPYKTHBHOTO OPOHXUTA, OPOHXHOJIMTA, MTHEBMODU-

OpO3HbIX H3MEHEHHId B JIETKUX MOCTBOCMAIMTEIBHOTO XapaKTepa.

Figer. Computed tomography of the paranasal sinuses (a) and of the chest (0).
a — signs of pansinusitis, otitis media; 0 — signs of severe obstructive bronchitis, bronchiolitis, pneumofibrotic changes in the lungs

of a post-inflammatory nature.
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OBITh TIPU3HAKOM TIEPEHECEHHOI BUPYCHON WM OakTe-
puaNbHON MHQEKINN, OJHAKO MEePCUCTUPOBAHNE TaKUX
U3MEHEHUI CBMIETEbCTBYET O TSKEJION TMaToJIOTUur
WMMYHHOU CUCTEMBI U TpeOyeT HeMeJIEeHHOW KOHCYJIb-
TalMi UMMYHOJIOTA.

3akovyeHue

Takum o6pazoM, MMMYHOIEMUIIMTHBIE COCTOSTHUS
MOTYT CKPBIBaThCS IMOJ MacKaMM 3a00JIeBaHUI pa3ind-
HoIf aTHoJorMK. B mpencraBieHHOM MpuMepe y pedbeHKa
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TyOepo3Hblii CKJIep0o3, aCCONUUPOBAHHDIN C BPOXKIEHHOI JuM(eaeMoi
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Tuberous sclerosis associated with congenital lymphedema

R.G. Gamirova’, E.N. Garifullina', A.K. Feiskhanov', E.A. Gorobets', D.D. Gaynetdinova?,
S.Ya. Volgina?, M. Yu. Dorofeeva’

'Kazan (Volga Region) Federal University, Kazan, Russia;

?Kazan State Medical University, Kazan, Russia;

3Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National Research
Medical University

TyOepo3Hblii CKJIepo3 MPeICTABISET CO0O0il HACJENCTBEHHOE 3200JIeBaHHE C AYTOCOMHO-IOMHHAHTHBIM THUIIOM HACJIETOBAHMS,
NPH KOTOPOM B PA3JIMYHBIX OPraHaxX M TKAHAX 00Pa3yloTCsi MHOXKECTBEHHbIe raMapTombl. Ty0epo3Hblii CKiIepo3 TPaIMIHOHHO OTHO-
CUTCA K peAKUM 3360J’IeBaHl/lﬂM, HO IPY 9TOM BXOIUT B YUCJIO HauoOoIee PacnpoCTPAHCHHBIX FTCHETUYECCKHUX 3a0o0JieBanmii. B Hay‘lHOﬁ
JmMrepaType, HaunHas ¢ 1948 r., Bo Bcem Mupe onucaHo Bcero 16 ciiyyaeB KOMOPOMIHOCTH TYOEpPO3HOrO CKJepo3a U BPOKIEHHOM
JnuMenemMbl ¥ JHIIb B 4 ClIydasx TAKOE COYeTAHHE HO30JIOTHIl BbISIBJIEHO Y MAIIMEHTOB MYKCKOro mosa. B poccuiickoii mreparype
TaKHe CJy4yau elle He onucanbl. B craTbe coO MHOTMX acNEKTOB PAcCMOTPEH PeIKUil KIMHUYECKHi cydail coueTanust Ty0epo3HoOro
cKJiepo3a, o0ycJoBienHoro myramueii 7.5SC 1, ¢ BpoxnenHoii immdenemoii y Maiabunka B Bodpacte 1 roga 6 mec.

Karouegwte caosa: demu, mybeposnulii ckaepos, 8pocoennas aumgpedema, snunencus, TSCI, 3adepicka pazeumus.

Ansa untnposauns: famuposa P.I., lapugynivHa 3.H., ®evicxaHos A.K., lopobeu E.A., laviHetguHosa A.4., BonruHa C.S., Jopogee-
Ba M.IO. Peakuii knnHu4deckuii ciy4asi Ty6epo3HOro ckieposa, aCcoumumpoBaHHOIO C BPOXAEHHOV nmegenemoii. Poc BeCTH nepuHaTon v rne-
avarp 2023; 68:(6): 99-104. DOI: 10.21508/1027-4065-2023-68-6-99-104

Tuberous sclerosis complex is an autosomal dominant hereditary disease characterized by the formation of multiple hamartomas
in various organs and tissues. Although tuberous sclerosis is considered to be a rare condition, it is among the most common genetic
diseases. According to the literature, 16 cases of tuberous sclerosis associated with congenital lymphedema have been revealed from
1984 in scientific publications. Only four of these cases were described in male patients. Such combinations have not been yet described
in the Russian studies. The article discusses different aspects of a rare clinical case presented by the combination of tuberous sclerosis
with congenital lymphedema in a male patient aged 1 year and 6 months.

Key words: children, tuberous sclerosis, congenital ymphedema, epilepsy, TSC1, developmental disorders.

For citation: Gamirova R.G., Garifullina E.N., Feiskhanov A.K., Gorobets E.A., Gaynetdinova D.D., Volgina S.Ya., Dorofeeva M.Yu. A rare
clinical case of tuberous sclerosis associated with congenital lymphedema. Ros Vestn Perinatol i Pediatr 2023; 68:(6): 99-104 (in Russ).

DOI: 10.21508/1027-4065-2023-68-6-99-104

© KonnekTtne aBTopos, 2023

Anpec nnas Koppecnonaennmu: [amupoBa Pumma [abmynbb6apoBHa — K.M.H.,
JI0LL., 3aB. Kadeapoil HeBPOJOTMU € KypcaMu TCUXUATPUM, KJIMHUYECKOW
[ICUXOJIOTAY U MEAUIIMHCKOW FeHETUKM, BEMY NI HAyIHBIA COTPYIHUK Hay4-
HO-KCCJIeI0BATENbCKOI abopatopun «HeiipOKOTHUTHBHBIE UCCTETOBAHUS»,
3aB. OTHe/ieHueM Buaeo-DOI-MoHuToprHra HayuHO-KJIMHUYECKOrO LIEHTpa
MPELM3NOHHOI 1 pereHepaTuBHON MeaulimHbl Kasanckoro (ITpuBOIKCKOTO)
(benepanbHOTO YHUBEpCUTETA,

ORCID: 0000—0002—8582—-592X

e-mail: r-gamirov@mail.ru

TFapudyminna Oumke HarumoBna — crynent VI Kypca HanpasneHus «Jleue6-
Hoe neno» MHeTtuTyTa (hyHaaMeHTaIbHOM MEIMIIMHBI M OMOJOTMY MEAMIIMHBI
Kazanckoro (ITpuBoykckoro) denepaabHOro yHuBepcurera,

ORCID: 0009—0000—5027—8826

DeiicxaHoB Aiiruz Kamuinesuy — 3as. Llentpom jumdonornn Hayuno-kim-
HUYECKOTO IIEHTPa NPELM3NOHHOI M pereHepaTHBHON MEAMLIMHEI, MTpero/a-
BaTesb Kadenpbl XMPYpruu, akyliepcTBa U TMHEKOJIOTHH, Hayd. COTp. Hay4-
HO-MCCJIeI0BATENbCKOI J1abopatopuu «HeiipOKOrHUTHBHbBIE UCCIIEIOBAHUS»
Kasanckoro (ITpuBoskckoro) (henepagbHOro yHUBEpCUTETa,

ORCID: 0000—0002—9547—1395

Topo6eir Enena AnaronbeBHa — K.(WION.H., [OIL., 3aB. Kadeapoit mpukian-

HOI1 M 9KCIIePUMEHTAIbHOI JIMHIBUCTUKH, PYK. HAYYHO-UCCIIENOBATEICKOI
naboparopun «HelipoKOrHUTUBHBIE KMcclenoBaHMsI», 3aB. LleHTpoM marosno-
ruu peurt HayyHo-KJIMHMYECKOTO LIEHTPa MPEeLU3UOHHON U pereHepaTuBHOI
menuimHbl Kazanckoro (I[puBomkckoro) ¢genepabHOTO YHUBEPCUTETA,
ORCID: 0000—0002—3859—5543

420008 Kazanb, yi1. Kpemsiesckast, 1. 18

laitneTnnnoBa Juna JlaMupoBHa — A.M.H., pod., 1.0. 3aB. Kadenpoii He-
BPOJIOTMH, HEMPOXMPYPTUU U MEAMLIMHCKOI reHeTnku KasaHnckoro rocynap-
CTBEHHOTO MEIMIIMHCKOIO YHUBEpCUTETa,

ORCID: 0000—0002—4255-9107

Bonruna Ceetnana SIkoBneBHa — A.M.H., pod. Kadeapbl FOCMUTATbHOI Te-
nuatpun KazaHcKoro rocy1apcTBeHHOIO MEIMLIMHCKOTO YHUBEPCUTETa,
ORCID: 0000—0002—4147—-2309.

420012 Kazanb, yn. Byrieposa, 1. 49

IopodeeBa Mapuna KOpbeBHa — K.M.H., pyK. DenepajibHoro 1eHrpa $hako-
MaTO30B, BEAYIINIA HAYUYHBIN COTPYIHUK OTIE/a IICUXOHEBPOIOTHH U ATTUIICTI-
Tonorun HayuHo-uccnenoBatebckoro KIMHUYECKOTO MHCTUTYTA MeIuaTpun
U 1eTcKoit xupypruu uM. akagemuka FO.E. Benbruiesa,

ORCID: 0000—0001—-7879—-315X

125412 Mocksa, yi. Tangomckas, 1. 2

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)




lyOepO3HBINl CKJIEpO3 — MYJIbTUCUCTEMHOE TEeHETH-

YecKM JeTePMUHUPOBAHHOE 3a00jieBaHHWE C ayTo-
COMHO-TIOMWHAHTHBIM ~TUIIOM HacjenoBaHus. JlaH-
Hoe 3a0oJjieBaHME OTHOCUTCSI K Tpyre (hakoMaTo30B
U XapaKTepU3yeTcsl MOSIBIIEHEeM MHOXECTBEHHBIX 00pa-
30BaHUil (raMapToM) B pPa3WYHBIX OpraHax W CHUCTe-
Max [1, 2]. B GonbiImHCTBE ciayvyaeB TyOEpO3HbBI CKie-
pO3 AMArHOCTUpYyeTCsl B TeYEHME TEePBBIX IMOJyTOpa JeT
KM3HU UM BCTpEYaeTcsl, COTJaCHO pa3HBbIM HTaHHBIM,
y ogHoro n3 6000—10 000 HOBOpPOXIEHHBIX AeTeit [3].

IMomuepkuBaeTcsi B3aMMOCBSI3b TYOEpO3HOTO CKJIe-
po3a ¢ MyrtamusiMu B reHax TSCI u TSC2, xoropbie
B HOpPME BBITIOJIHSIIOT POJIb OIMYXOJIEBBIX CYIIPECCOPOB.
Bcenencreue myramum B 7SCI TIpOMCXOOWUT Hapylle-
Hue ¢GyHKuMM Oenka ramaptuHa, B TSC2 — Hapyiie-
Hue ¢yHKUMM Oenka TyOepuHa. B Hopme ramapTuH
u TyOepuH 00pa3yroT TeTepoIUMeEpP, KOTOPBI CITIOcOOeH
WHTUOWPOBATh CUTHAJBHBINA KacKal, OMOCPeIOBaHHBIN
komriekcoM MTORCI (mammalian Target of Rapamy-
cin Complex 1), 4To momoraer peryjaMpoBaTh KJIETOY-
Hylo mpoimdepanuio [4]. BciemcrBue wWHaKTUBALIMU
TSCI vnu TSC2 nipovcXOauT TUTepakTUBALIMST KackKajaa
mTORCI, koTtopasi MPUBOAUT K YCUJIEHUIO KJIETOUHOM
npoymdepanun [5].

IIpumeuarenbHo, uro B 70 ciygasx u3 100 tyGepo3s-
HBII CKJIEpO3 TIPEeACTaBsieT COOOM CeNCcTBUE COMATH-
YecKMX MyTaluii de novo, (OPMUPYIOIINX CIIOpagnye-
ckue caydau (TpU TOM UTO TyOEepO3HBIN CKIEPO3 MOXET
HacnenoBatbes). CormacHO MMEIOIIMMCST TaHHBIM MyTa-
i B reHe TSC2 BcTpevaloTcs yallie U IpUBOIST K OoJiee
TSOKEJTBIM HApYIIEHUSIM TI0 CPaBHEHUWIO C MYTalMSIMK
Brene TSCI [3].

V maumeHToB ¢ TyOEpPO3HBIM cKJiepo3oM B 90% ciy-
YyaeB B CTPYKType TOJIOBHOTO MO3ra OOHapy>XWBaeTCs
OIMH W3 KIIOYEBBIX MPU3HAKOB, BaXKHBIX JUIS KIWHU-
YeCcKOW IMarHOCTMKU TyOEpO3HOTO CKJepo3a: TyOephl,
MpeacTaBIsgonIe co0oi yJacTKN (POKaJbHOM KOPKO-
Boil qucrutazuu. Heo0xonMMo OoTMETUTh, UYTO OHU YacTo
OKAa3bIBAIOTCS SMUJIENTOTEHHBIMM W MOTYT TIPUBOAMTH
K (hapMaKope3UCTEeHTHOM amujierncun [6].

VYV 80% mnauneHTOB HabIIOmaOTCS CyO3MeHAMMATb-
HbIE Y3JIbI, KOTOpBIE TMPEACTABISIOT COOOI OKpYIJbIe
00pa3oBaHUs; X MOKHO OOHAPYXKUTh YKE B XOJIe TIpeHa-
TaJbHOTO CKpuHMHTA. B 15% ciydaeB y3/1bl MOTYT TpaHC-
¢dopmupoBaTthcsi B CyO3IMEHAMMAIbHbIE THUTAHTOKIIE-
TOYHBIE ACTPOILIMTOMBI, KOTOpbIE MPEICTABISIIOT COOOI
MEIJICHHO pacTylllie «I00pOKaueCTBEHHbIE» OITyXOJIH,
pacmoJyiokeHHbIe BOJM3M OTBEpCTUi MOHpPO, UTO CO3-
JaeT U TMallMeHTOB PHUCK Pa3BUTHST OOCTPYKTUBHOM
ruapouedanuu [7]. CybaneHIuManabHble TMTAaHTOKIIE-
TOYHBIE aCTPOLUTOMBI (puKcupytotcst y 5—20% manmeH-
TOB ¢ TyOepO3HBIM CKJIepo30oM [8].

IMopaxkeHre TOJTIOBHOTO MO3ra MPOSIBISIETCS BOZHUK-
HOBEHUEM OTMUJIETICUM, MCKAaXXEHHBIM HEPBHO-TICUXU-
YEeCKUM pa3BUTHUEM, TOBEICHYECKUMU HapYIICHUSIMU,
cpeau KOTOPBIX JOMUHUPYIOT ayTOMoA00HOe MOBeNeHNe
WX pacCTPOMCTBA ayTUCTUYECKOTO CIIeKTpa, TUIepak-

KJINMHUYECKUE CJTYHAU

TUBHOCTh, OecriokoiicTBo [9]. KorHutuBHOE pa3BuUTHE
MPOUCXOINT 3aMeUIEHHO W MCKaXXeHHO, YTO TPUBOAUT
K (hOPMUPOBAHUIO CTONKUX PACCTPOMCTB Pa3BUTHSI.

Dnuiencuss — OOHO W3 HamboJiee YacThIX MPOSB-
JIeHU# TyOepo3Horo ckiiepo3a. CorracHO MMEIOIIUMCS
JAHHBIM, B TEUEHWU >KU3HU OITWIENCUST HeOI0TUpYyeT
y 90% naumreHTOB ¢ OMKUCHIBaeMbIM 3abosieBaHueM [10].
YV GoJIbIIMHCTBA TAIMEHTOB C TYOEPO3HBIM CKJIEPO30M
CYJIOpOTH TIOSIBJISIIOTCS €Ille B MJIaJIeHUYeCKOM BO3pacTe
(ot 3 mo 8 mec), MH(pAHTUIBHBIE CMa3Mbl Pa3BUBAIOTCS
y 30% »tux pgereir [8]. B mpyroit pabGore IokaszaHoO,
yTo (DOKaTbHBIE OIWJICNTUYECKUE TPUMAIKA BCTpe-
yaTcsl B 67,5% cnydaeB, MH(pAHTWIbHBIE CITa3Mbl —
B38—49% [11].

Haub6onee pacripocTpaHeHHBIMU KOKHBIMUY TTPOSIBIIC-
HUSIMU TyOEPO3HOTO CKJIEPO3a CIIYy>KAT TUIIOMMUTMEHTHBIE
MITHA, KOTOpble BcTpevaroTess y 90% malueHToB. DTH
MOpaXkeHUsT 0OBIYHO OTMEYAIOTCST C POKICHUS UJIN OOHA-
PYXMBAIOTCSI B MiafeH4ecTBe. [lo Mepe B3pocCieHMS
pebeHKa KOJUYECTBO TUTIOMTMTMEHTHBIX MATEH W IPYTUX
KOXHBIX CUMITTOMOB TYOEpO3HOTO CKJIEPO3a MOXKET YBe-
JINYUBATBCS, 1 OHU CTAHOBSITCS 3aMETHBIMM JIJIST OKpY»Ka-
forux [7].

Eme omHuUM M3 MpOsIBIeHUI TyOEpO3HOTO CKJIepo3a
CIIYXKWUT Hajuuue pabJoMUOM cepiilia, KOTOpbIe C TOMO-
IIBI0 TMPEHATaJbHOTO YJIbTPAa3BYKOBOTO HCCIEIOBAHUS
MOXHO OOHapyXuTh yxke Ha 20-il Hemenae OepeMeHHO-
ctu [9]. PabmoMmoMbl, Kak MpaBWIO, BAUSIOT Ha padoTy
ceplla, OMHAKO B OTAEIbHBIX CIydassX MOTYT CTaTh TIPU-
YUHOW CEpIEYHOW HEAOCTATOYHOCTM W HapyIIeHU
remonuHamuku [7]. KpoMe Toro, K TposiBIeHUSIM TyOe-
PO3HOTO CKJIep03a OTHOCATCS AaHTUOMUOJIMITOMBI TTOUEK,
raMapToMbl CeTYaTKH, JUM@aHTHOJeHOMIOMATO3 Jier-
Kkux [12—14].

JInmbenema — mokamm3oBaHHas ¢opMa oTeKa TKa-
Heil, KoTopasl BO3HUKAeT BCJIEACTBUE W30OBITOUHOM
3alePXKKA JTUMGATUIECKONW KUAKOCTA B MHTEPCTULIM-
aJTbHOM TPOCTPAHCTBE, KOTOPAsk MPOUCXOIUT B Pe3yiIb-
Tate HapymeHus JmMdoorToka [15]. Pacmpoctpa-
HEHHOCTb JuMdeneMbl B IOMYJISILIMM cocTaBisgeT 1,4
Ha 1000 genoBex [16].

JIumpenema OTHOCUTCST K XPOHWYECKHMM TTPOTpec-
CHUpYIOIIUM 3a00JIeBaHUSIM, KOTOpPbIE WHBATUAN3UPYIOT
yenoBeKa. CyIleCTBYIOT 3HAYUTETbHbIE TPYIHOCTH AMG-
(epeHIMaTEHON TUarHOCTUKY TUM@eIeMbl U MHBIX TTPU-
YUH OTeKa TKaHel. 3aboieBaHe Hellb3s U3JICUUTh ITOTHO-
CTBIO, OJHAKO MPABUJIBLHO MOAOOPAHHOE JIeYeHUE MOXKET
MPeTOTBPATUTh TPOTPECCUPOBaHNE 3a00JIeBaHUS U pa3-
BuTHE ocyioxkHeHuit [15]. CorylacHO TaHHBIM JIMTePaTyphbl
JmuMdbeneMa MOXKET BCTpeuaThCsl MPU TyOEpPO3HOM CKJIe-
po3e, HO BCe Xe 3TO PEeIKOe SABIEHNE, U B IUTepaType O~
CaHbI eIMHUYHBIE CITydar TTOAO0OHOTO COUETaHUST, TTIPUIEeM
HWMeEIOIINECs OTTMCAHUS MOXHO pa3lie/uTh Ha IBE TPYIIIIHL:
TyOepO3HBI CKJIEpO3 W BpOXIAeHHas JnMddenema; Tyoe-
PO3HBII CKJIEPO3 U BTOpUYHAsT TUMbeneMa.

Bpoxnennast numdenema (0T poxkIeHust 10 2 JieT)
OTHOCHTCSI K TIEPBUYHBIM (HapsiAy ¢ paHHe MaHUbeCcTH-
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Tamuposa P.T. u coasm. TyOepo3Hblil CKJIepo3, aCCOLMUPOBAHHBIN € BPOXKAEHHOM TMMdenemoii

Tabauya. Caydan coyeTaHusi BpOXKIeHHO# TuMdeneMbl ¢ TYOEPO3HbIM CKJIEPO30M MO JAHHBIM JUTEPATYPbI
Table. Cases of combination of congenital lymphedema with tuberous sclerosis according to the literature

ITanuent Bo3pacr, roast IIon Jlokam3anusa mumdenembl I'en PMID nyommkammn Lo myGamkanumn
1 7 XK JleBast HoTa H.J. 3702837 1986
2 28 X JleBast Hora H.I. 10627220 1999
3 5 X JleBast Hora H.I. 12869168 2003
4 1 X [paBast Hora TSC1 20738790 2011
5 0 X JleBas Hora H.JI. 23144114 2012
6 4 X JleBas pyka TSC2 24056156 2014
7 8 X Jlepas Hora, Nesast ATOMMLA TSC2 24668795 2014

Y HYDKHSISL 9aCTh )KUBOTA

15 XK JleBast Hora 1 JIOJBIKKA TSC2 24668795 2014

5 M JleBas Hora TSC2 24992349 2014
10 0 X IIpaBast Hora H.I. 25616615 2015
11 2 X IIpaBoe mieuo H.I. 25616615 2015
12 6 M Hora (He yrounsiercst) 75C2 31053163 2019
13 0 X IIpaBast Hora, IpaBas AroAMIA TSC1 32479982 2020
14 2 M JleBast Hora TSCI 32518792 2020
15 1 X ITpaBas pyka TSC2 27470532 2016
16 8 M JleBast Hora 75C2 31505689 2020

IIpumeuanue. H.I. — HeT NaHHBIX; 2K — XKeHCKUIT 1ToJ; M — MyKCKOIi TIOJT.

pytolieii B Bo3pacTe oT 2 10 35 jer, U Mmo3aHei — mnocie
25 net). [1epBuuHast imuMdeneMa — CJIeACTBHAE pa3IMIHBIX
aHOMAJIMI pa3BUTHS JTMMGbATUIECKOM CUCTEMBI, XapaKTe-
pu3yeTcsl pacmpocTpaHeHHOCThIo TpuMepHo 1:100 ThIC.
B OOIIEel MOMyJISLUUKA, TIPU 3TOM PacpOCTPaHEHHOCTh
BpOXKIEHHBIX TuMdenemM coctanseT 1:6000 [16, 17].

BropuuHast numdenema BO3HUKAeT B pe3yJjbTare
MOBpeXIeHNST TUM@aTndeckoir cucteMbl. CyIIecTByeT
MHOTO (haKTOPOB, BIUSIONINX Ha €e pa3BUTHE, Hanboee
yacTble — XMPYPIUUYECKOe BMEIIaTebCTBO, HOBOOOpa-
30BaHUsI, JydeBas Tepanus, WH(PEeKIIMOHHbIE 3a00JeBa-
Hus [16].

ABTOpaMM MPOBENIeH aHAJUTUYECKUI 0030p JuTepa-
Typsl ¢ 1948 T., B X0/e KOTOPOTO BHISIBJICHO 16 ciydyaeB
coYeTaHUsT TyOEpO3HOTO CKJIEpO3a ¢ BPOXKICHHOM JIMM-
(enemoii, a TakxKe psijia CIy4yaeB couyeTaHusl TYOEpO3HOTO
CKJIepo3a ¢ BTOpUYHOM JTuMbeaemoit (cM. tabnuiry) [16,
18—30]. ITo naHHBIM JUTEPATYpHI, Cpear OOJBHBIX Tpe-
obamany via keHcKoro noja — 75% (12 u3 16) manu-
eHToB. [IpeumymiectBeHHO (B 81% ciydaeB) muMdenema
MOSIBIISLIACh Ha OJHOM HIKHEM KoHedHocTH. ['eHeTHue-
CKOe HCClieIoBaHUe ObUTO TIPOBENEHO Y OOJBITMHCTBA
MaueHToB, Mpu 3ToM 70% OONBHBIX UMEIN MyTaluio
BreHe 7SC2, a 30% — B rene TSCI.

Takum o6pa3om, 10 HeTaBHETO BPeMEHU COYeTaHHue
BPOXIEHHOM TMMbeneMbl U TYOEpO3HOTO CKIIepo3a ObIIO0
OTIMCAHO TOJBKO y 4 MaIMEeHTOB MYXXCKoro mona (25%
OT 0011ero ymncia 3aMKCUPOBAHHBIX CIy4aeB), BCIIE-
CTBHE Y€TO BBICKA3BIBAIOTCS TUTIOTE3BI O TOM, UTO BPOXK-
JIeHHasT TuMdenemMa CIyKUT TeHAepHO-CIeIU(PUIeCKIM
nposiBieHneM Tyoepo3Horo ckieposa [17]. Eme 10 ner

Ha3aj JOMMHUpOBaa TOYKa 3pEHMSI, COTIIACHO KOTOPOiA
TyOEpO3HBIN CKJIEpOo3 (B PEAKUX CIIydasix) MOXET ObITh
CBSI3aH ¢ JTUM(OCTa30M UMEHHO HMXHUX KOHEYHOCTEM
W TOJBKO Y XKEHIIWH, W 3Ty TOUKY 3pEHUST OCIapuBallu
B Pa3JIMUHBIX HAYYHBIX TYOJUKAILIMAX, OIMMUCHIBAS KITU-
HUYECKHe CIIydyad, OTHOCHBIIMECS K MajbuMKaM (ele
6ouee penkue) [19]. Kaxapiit HOBBIN cyvail, CBI3aHHBIN
¢ HaJIMIreM TaHHOM KOMOPOUIHOCTH Y TTALIMEHTOB MY3K-
CKOTO TI0JIa, MPEACTABISIET OCOOBII MHTEpeC W BHOCUT
BKJIAI B OOBEKTUBHOE M3YYeHUE COYETAHUS BBIIIECOMM-
CaHHBIX paccTpoiicTs [31].

Knunnyeckuii ciyyaid. [lpeacrasnsiem penkuil Kiu-
HUYECKMIT CJIyJaili codeTaHMs TyGEpO3HOTO CKJepo3a
¢ BpoxXIeHHOI TnMmbenemoii y maunenTa K., 1 rox 6 mec.
Bnepsble ponutenun manpyumka obpaTtuiauch B HayuHo-
KJIMHWYECKUIA TIEHTP TIPEIIM3NOHHON U pereHepaTUBHOM
MmemuunHbl Kazanckoro enepaabHOrO yHUBEpPCUTETA
¢ kajobaMy Ha YBEJTMYEHHYIO TIPaByl0 HUKHIOI KOHEY-
HocTb (puc. 1), Korma peGeHKY HCTIOJHUIOCh 9 Mec.
Kpowme Toro, pebeHKa 6eCITOKOMIIN YacThIe CPBITUBAHMSI,
OEeCTIOKOWHBIN COH, 3alpOKWABIBAHE TOJIOBBI BO CHE,
yMepeHHas 3aJepKKa pa3BUTUS KPYITHOI MOTOPUKM.

PeGeHok ObIT poXIeH OT TepBOl OEpeMEHHOCTH,
MpoTeKaBIleil Ha (OHEe TOKCHUKO3a; BHYTPUYTPOOHO
Ha cpoke 32 Hem oOHapyXeHbl paOOOMMOMEI cepila
mioga. Poabl cpouyHble, caMOCTOSITeJIbHBIE, Macca
npu poxaeHun 3050 r, oueHka mno mkajne Amnrap 8/8 6a-
JoB. C poXIeHUST Y MaJlbuikKa OTMEYaJINCh OTEYHOCTh
U yBeJWUYEeHUE MpaBoOil HUXHEW KoHeyHocTu. Hacnen-
CTBEHHBI aHAMHe3 He OTATolleH. TpaBM B aHaMHe3e
He ObLIO.
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B cBsiz3u ¢ mpenbsiBIEHHBIMU KajiobamMu pedeHOK
ObUT OCMOTPEH COCYAUCTBIM XUPYProM-JIMM@OJIOrom,
BBICTABJICH IMarHo3 BPOXICHHOU JauMdbeneMbl MpaBoi
HUXHE KOHEYHOCTH, OCMOTPEH TaKXe HEBPOJIOTOM.
C yyeToM OOHapykeHHBIX Ha KOXe MUTMEHTHBIX TSTeH
XapaKTepHOW OKpacku, HaJauyus pabJoMUOM cepiiia
HEBPOJIOTOM ObUT TPEIOI0XeH TyOepO3HBbIN CKIIepo3,
B CBSI3M C 4eM peOEHKY ObLIO PEKOMEHAOBAHO 000-
clie/IoOBaHME:  MarHUTHO-pPE30HaHCHasi  ToMorpadusi
TOJIOBHOTO MO3Ta, MOJIEKYJISIPHO-TEHETUUECKUI aHaJIn3
st BbIsiBeHUs1 MyTaidii B reHax TSCI n TSC2, koH-
CyJIbTallMsl TeHEeTUKAa, HeMpOTrCUxoJoruuyeckoe oocieno-
BaHME U UCCJIEIOBaHNE PEUeBOTO cTaTyca.

OOBeKTUBHO TIpU ocMoOTpe B 1,5 roma y pebOeHKa
rojioBa runpornedanbHoil (opMbl, TISITHA JeNMUTMEHTa-
LIMM Ha JIeBOl Hore (puc. 2) u cnuHe. B HeBposornye-
CKOM CTaTyce 3paykKu paBHbIC, XXUBbIE. [IBUXKEHMS TJ1a3-
HBIX SI0JIOK B MOJIHOM oObeMe. JluleBasi MycKyiatypa
cUMMeTpUYHa. MBbIeYHblid TOHYC UG dY3HO CHUXEH.
CyxoxunbHble pedeKCchl XUBbIE, C PyK M HOT, paB-
HbIe ¢ OBYX cTopoH. Ilpu3HakoB mape3oB HeT. Omopa
Ha CTOMBI TMOJIHOCTbIO. MOTOpHOE pa3BUTHE: peOEeHOK
yaep>KUBaJl ToJIOBY ¢ 3 Mec, cunen ¢ 8§ Mec, xonui ¢ 1 roga
4 mec, Hauan OeraTh B 1,5 roga, peIraTh He yMEET, MOXET
caM 3aj1e3Th Ha CTYJI, Ha JIMBaH.

Ilo pesynbraraM TIEPBUYHOTO KOMIUIEKCHOTO HeEM-
POTICUXOJIOTUYECKOTO OO0CIeNOBaHUSI U UCCIeI0BaHUS
peueBoro craTryca OTMEYaeTCsl yMepeHHasl 3alepxKKa pas3-
BUTHUSI UMIIPECCUBHON M 3KCIIPECCUBHON peuM Ha (hpoHe
KOMIUIEKCHOM  3aepXXKU  TCHUXUYECKOTO  Pa3BUTUSI

(B OoJbIIEN CTENIEHU — PEryJsiTOpHbIX (DYHKIIU, 3pr-
TeJbHO-TPOCTPAHCTBEHHOIO, CIYXOPEYeBOTO U KOXKHO-

O

Puc. 1. YBeaudeHHasi NpaBasi HUXKHSSA KOHEYHOCTD Y MANMEHTA
K. B Bo3pacre 1 ron 6 mec.

Fig. 1. Enlarged right lower limb of a patient K. at the age
of 1 year 6 months.
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KWHECTETUIECKOTO THO3MCA), 3aAePKKU Pa3BUTHS KPYTI-
HOM M MeJIKOl MOTOPUKHU. MaJTbuMK BBITJISIIUT MJTAfIIe
CBOEro BO3pacTa, ayTonogoOHOe ToBeAeHUEe OUKCHU-
pyeTcss mapuuanbHO (€CTh B3JIEMEHTHI ayTOarpecCuu:
ObeT cebs o MpaBOMY yXy, HECTaOWJIbHO OT3bIBAETCSI
Ha UMsI, TIPY 3TOM HapylleHUs] KOMMYHUKALIMU He (pUK-
CHUPYIOTCSI: BCTYIaeT B KOHTaKT, CMOTPMT B TJla3a, yKa-
3aTeJIbHBIN KECT CTaOMIbHBIN), CIIEAUT 3a UTPYIIKaAMU,
MaHUITyJIUPYeT ¢ HUMU, SMOLIMOHANIBHBIN (hOH pebeHKa
B CUTyallMM OOCJIeNOBAHUS TOJOXUTETbHBIN, TTOMOIIb
MPUHUMAET U obpaliaercs 3a Heil, HACTOMYUB B CBOMX
npocbbOax. OOpallleHHYI0 peyb MOHMMAaeT Ha OBITOBOM
YPOBHE, TPEUMYIIECTBEHHO ¢ KOHTEKCTYaJIbHOM, KeCTO-
BOW M TaKTUJIbHOI OMOPOIA.

Ipn MarHUTHO-PE30HAHCHOM ToMorpadumn
ot 10.03.2022 oOHapyxXeHbl TyOepsl M OOpa3oBaHMSI
(cybsmneHAMMAaTbHbIE  TMTAHTOKJIETOUYHBIE  aCTPOLIM-
TOoMbI?) BOJM3M OTBepcTUili MOHpO crpaBa U clieBa.
Ilo nmanHbIM 3nekTposHUEdanorpadum ot 10.11.2022
PETUCTPUPOBATIMCH YMEPEHHO BhIpaXkeHHbIe Tuddy3HbIE
00IIIEMO3TOBbIE U3MEHEHUSI OMOJIEKTPUUECKON aKTHB-
HOCTH TOJIOBHOTO MO3Ta, He MCKITIOYEHBI OpraHnYeCcKue
W3MEHEHUsI B JIEBOW CpeaHeNIo0HON objacTu (oTMeyva-
eTCsT TIPOIOJIKEHHOE 3aMeUIEHUE C BKITIOYEHUEM B €ro
CTPYKTYpY MOJU(a3HBIX TOTEHIIMAIOB, OCTPBIX BOJH
C TIepUOANYECKHUM pACMpOCTpaHEHWEM Ha BCe JIeBOe
roJyapue). DMUIEITUYECKUX TIPUTTAAKOB 3a BpeMs
JTAHHOTO MCCIIeIOBaHUS He 3a(UKCUPOBAHO.

ITo pesynbraTaM MOJIEKYISIPHO-TEHETUYECKUX aHa-
JIN30B BBISIBJIEHA MyTalusl de novo — OTHOHYKJIEOTUI-
Has 3aMeHa, TTPUBOAMIIAS K 00pa30BaHUIO CTOI-KOIOHA
B reHe T7.SCI: NM000368: exonl5: ¢.C1525T: p.R509X

Puc. 2. TunonurMenTHOE MATHO HA JIEBOI HIDKHEH KOHEYHOCTH
namuenTa K. B Bo3pacre 1 roa 6 mec.
Fig. 2. Hypomelanotic macule on the left lower limb of a pa-
tient K. at the age of 1 year 6 months.
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Tamuposa P.T. u coasm. TyOepo3Hblil CKJIepo3, aCCOLMUPOBAHHBIN € BPOXKAEHHOM TMMdenemoii

B FeTEPO3UTOTHOM COCTOSTHWH, YTO TTOATBEPAMIIO OCHOB-
HoIf nuarHo3: ¢akomaTto3. HeliponereHepatuBHoe 3a00-
sneBaHue. TyOepo3HbIit cKIepo3 (0OYCIOBIEHHBII MyTa-
muei reHa TSCI). 3anepkka ICUXOPEUYEBOTO Pa3BUTHSI.
B HacTosiiiee Bpemsl mojiydaeT KOHCEpBAaTHBHOE Jieue-
HUE I10 MOBOY BPOXIEHHON JTuMdeneMbl, HaOIoaaeTcs
y HEBPOJIOTa U SMTUJIETITOJIOTA.

3akntovyeHue

BoigBnen penkuit ciydail TyOepO3HOTO CKjepo3a
(oOycnoBneHHbIt MyTaimeit B reHe 7.5CI), accouuu-
POBAaHHOTO C BPOXIECHHON IMMdeneMoit, y MaTbuMKa
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BpoxxneHHblii IceBa0apTPO3 KOCTEH roJieHH M paCCTPOMCTBO AYyTHCTHIECKOTO CIEKTPa
y nanueHTa ¢ HeiipogudpomaTo3om 1-ro Tuma

P.I. Iamuposa’, K. P.3a6uposa’, A.P. Caguna’, E.A. Topobey’, C.4. Boseuna?

'OrAQY BO «KazaHckuin (MpuBomxckuin) denepanbHblil yHMBEPCUTET», KasaHb, Poccus;
2Ppre0yY BO «KazaHcknii rocyaapCTBEHHbI MeOnUMHCKIUI yHUBepcuTeT» MuHsapaea Poccuu, KazaHb, Poccus

Congenital pseudarthrosis of the leg bones and autistic spectrum disorder in a patient with
neurofibromatosis type 1

R.G. Gamirova’, K.R. Zabirova', A.R. Safina’, E.A. Gorobets', S.Ya. Volgina’

'Kazan (Volga Region) Federal University, Kazan, Russia;
?Kazan State Medical University, Kazan, Russia

IIpencraBieH aHaiu3 maToreHe3a 3a00JeBaHUsI, MEXAHM3MA MOPAKEHHS LEHTPAIBHOW HEPBHOW CHCTEMbl, MPOAHAIM3UPOBAHBI
001Ias KIMHAYECKAs KapTHHA HelipoduopomaTo3a 1-ro Tna, ero JUATHOCTHYECKHE KPUTEPHH, ONUCAHA crelU(HKA KOTHUTHBHOTO
Pa3BUTHS NPH JAHHOM 3200JIeBAHUH C YIIOPOM HA HAPYIIEHUsI IOBEIEHUs ¥ PACCTPOICTBA ayTHCTHYECKOro cnekrpa. [Ipeacrasieno
onucaHue KJIMHUYECKOro cryyasi Heiipouopomaro3a 1-ro Tuna (y majabuuka 6 jer 10 mec), B KOTOPOM, HAPSAY ¢ NATHAMU Kodeii-
HOTO IIBETA HA KOXK€, MOJKOXKHbIMU (huOpomMamu, OHUM W3 MEPBBIX CUMITOMOB 3200JI€BAHMS ObLT TAKKe BPOKIECHHDII JIOKHBII
cycTaB KocTeii JieBoii rojienn. OTCyTCTBHE Pe4eBOro pasBUTHsS M PACCTPOMCTBO AYTUCTHYECKOTO CHEKTPA ObLIN KJII0YEBbIMM NPO-
0JeMaMul P TAJIbHEIeM PA3BUTHH PeOEHKA.

Karouesvte caoea: demu, neiipogpubpomamos 1-eo muna, 6onezuv Pexaunexaysena, NF1, nopascenue nepgHoil cucmemol, paccmpoii-
cmeo pazgumusi.

Ansa umtupoBanus: lamvposa P.I., 3abuposa K.P., CapuHa A.P., lopobew E.A., BonruHa C.5. BpoxaeHHbIVi nceBaoapTpo3 KOCTel roieHn
M paccTporicTBO ayTUCTUYECKOro CrekTpa y nauveHTa ¢ Herpogubpomaro3om 1-ro tuna. Poc BecTtH nepuHaton v negmatp 2023; 68:(6):
105-111. DOI: 10.21508/1027-4065-2023-68-6-105-111

The article presents an analysis of the pathogenesis of neurofibromatosis type 1, the mechanism of damage to the central nervous
system. It analyzes the general clinical symptoms of neurofibromatosis type 1, its diagnostic criteria, describes the specifics of cogni-
tive development in this disease with an emphasis on behavioral and autism spectrum disorders. The authors describe a clinical case
of neurofibromatosis type 1 (a boy, 6 years and 10 months), in which, along with coffee-colored skin spots, subcutaneous fibromas,
one of the first symptoms of the disease was also a congenital false joint of the bones of the left leg. Absence of speech development and
autism spectrum disorders are key problems in the cognitive status of the child.

Key words: children, neurofibromatosis type 1, von Recklinghausen’s disease, NF1, nervous system damage, developmental disorder.

For citation: Gamirova R.G., Zabirova K.R., Safina A.R., Gorobets E.A., Volgina S.Ya. Congenital pseudarthrosis of the leg bones and
autistic spectrum disorder in a patient with neurofibromatosis type 1. Ros Vestn Perinatol i Pediatr 2023; 68:(6): 105-111 (in Russ).
DOI: 10.21508/1027-4065-2023-68-6-105-111

eiipopnbpomaTo3 1-ro Tuma, wiIMm 0OOJIe3HBb

PexnuHrxayseHa, — ayTOCOMHO-IOMHWHAHTHOE
reHeTUYecKoe 3abojieBaHMe, TPOSBISIONIeecss B Hapy-
IIEHWW Pa3BUTUS HEPBHOI CHUCTEMBI, KOCTE M KOXMU,
ropaxaroliee Bce TOCNeAylollee MOTOMCTBO 0e3 TeH-
nepHbIX pasninunii. [To cOBpeMEHHBIM JaHHBIM, 3a00Je-
BaeMOCTb HelpohubpoMaTo3oM [-TO THUMa COCTaBISIET
1 na 2600—3000 uyenosek. IIpu stom 50% Bcex ciy-

YaeB — YHacJIeJOBaHHBIE, B TO BpeMs KaK OCTaJIbHbIe —
criopaguyeckue, BO3HUKAIOIIUE de novo B XpOMOCOME,
nojiyyeHHoi oT otua. C yBeJlMyeHUEeM Bo3pacTa OTla
MOBBIIIACTCS PUCK BO3HUKHOBEHUS MyTauu [1].

MatoreHe3 3ab6oneBaHna

T'en NFI pacnionoxeH Ha xpomocome 17q11.2 u konu-
pyeT HeiipocdurdbpoMuH — npoaykT reHa. Heiipoduodpo-
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MHWH HIMPOKO 3KCIPECCUPYeTCs] B Pa3IMUHBIX TKaHSIX
(TIpenMyIIeCTBEHHO B HEWpOHAaX, OJIUTOACHAPOIIMTAX
M IIBAaHHOBCKUX KJIETKaX), (YHKIIMOHUPYET KaK IreH —
CyMnpeccop OIMyXOJu, KaTaJIM3UPYIOIIMNA WHAKTUBALIUIO
RAS (BUpycHOTO OHKOTeHa CapKOMBI KPBIC) TTIOCPEICTBOM
rUApoJM3a ryaHo3uHTpudocdara B ryaHo3uHaudocoar.
Myranus unu ynaneHue reHa NFI nipuBomuMT K (peHo-
TUTIMYSCKUM TIposiBieHusIM 3abojyieBanus [2]. Ilorteps
HelipouOpoMUHA TIPUBOIUT K JE€3MHTMOMPOBAHUIO
MUTOTEH-aKTUBMPYEMOTO TPOTEMHKWHA3HOTO KacKanua
RAS—MAPK, 3zakmouaromemycss B aktuBaliuu RAS,
CTUMYJISILIMM Kackala «IIPOTOOHKOT€HHasl CEPUH/TPeo-
HUHOBas nporemHkuHaza (RAF) — MuUTOreH-akTUBU-
pyemast ipotremnkuHaza (MEK) — kwunHaza, perynupy-
eMas BHekJeTouHbiMU curHaitamu (EPK)», yto nexur
B OCHOBe 00Opa3oBaHus HelipoduopoM [3].

MexaHn3M nopaxxeHus LLleHTPasibHO HePBHOM
cuUcTembl

Heneunst Bcero reHa NFI, onpenensiomasicst y Ipu-
MepHO 4% TaliMeHTOB ¢ HelipodubopomaTo3oM 1-ro Thmna,
BBI3BIBAECT TSDKENyI0 (hopMy 3abojieBaHMS, KOTOpast
XapaKTepu3yeTcss o0pa3oBaHMEM KOXHBIX Helpodu-
OpoM B paHHEM BO3pacTe, Pa3BUTHEM OOJBIIOTO KO-
YecTBa OMyXoJiel, 6oJiee YaCTHIMU U TSKETBIMU KOTHU-
TUBHBIMUY HapylmeHusIMU. Mukponenernuu NF1 cBs3aHbI
¢ GoJiee BBIpAXKEHHBIMU KIMHUYECKUMM XapaKTepPUCTH-
KaMW ¥ BBICOKMM PHUCKOM Pa3BUTHSI OIyXOJeil Ha Mpo-
TSOKEHUW Bceit km3HM. [lpeacTaBieHBbl JTOKa3aTeabCTBa
0osee TsKeaoro (PeHOTHITA C BBICOKOM YacCTOTOM CITH-
HaJIbHBIX M TJIYOOKUX HeipohudpoM B CBSI3W C HAIIM-
YUeM MUCCEHC-MYTallWii, pacIoJIOXeHHBIX B KOTOHAaX
844—848 NF1. MucceHc-MyTallMK, BIUSIONINE HA OCTa-
ToK p. Argl809 B NFI, cBsi3aHbl ¢ JerKUM (PEHOTUTIOM,
XapaKTepU3YIOIUMCS HECKOJbKUMU TIATHAMU  «Kode
C MOJIOKOM» Ha KOXe, HapyIIeHUSIMU 00yJeHMST, HU3KUM
pOCTOM, HO OTCYTCTBUEM Helipoduopom [4].

00Lasn KNIMHUYecKasa KapTuHa

IIporno3 Helipodubpomaro3a 1-ro TUIla 3HAYM-
TEJIbHO BapbUpYyeT, OTHAKO IJIs OOJIIIMHCTBA MTAIIMEHTOB
XapaKTepHO MTOOPOKaYyeCTBEHHOE TeueHUe 0e3 pa3BUTUS
KJIMHUYECKN 3HAYMMBIX oOcJoXHeHui. [lepBoHavanb-
HBIMU KJIMHUYECKUMU TIPOSIBJICHUSIMU 3a00JIeBAaHUSI CITy-
KaT TITHA «Koe ¢ MOJOKOM», TlaxoBasi U/Wn TTOAMBbI-
IIeYHasl MUTMEHTAIMsl B BUJE BECHYILEK, y3eaku Jluiia
n Helipodubpombl. KocTHasi aucruiazusi U 3puTesbHasI
JIMoMa OOBIYHO TIOSBIISIIOTCS B Bo3pacTe 1—3 ymeT. Bo3s-
HUKHOBEHME OITyXOJIeil BO3MOXHO Ha TPOTSKEHUU
Bcelt xku3HU. [laTHa «Kode ¢ MOJIOKOM», XapaKTepHbIe
IJIS BceX OOJIBHBIX, KaK mpaBuio, pasmepoMm 0,5—50 cm
C YETKIUMHU KpasiMU CBETJIO-KOPUIHEBOTO 1IBeTa [5].

Heiipopubpombr —  moOpokKayecTBEHHbIE  OITy-
XOJIU, CITOCOOHBIE BBI3BIBATH 3yl, 0O0Jb, CEHCOpPHBIE
WU JABUTATENIbHbIE TUC(HYHKIMU, JOKAIU3YIOTCS B KOXE
(KOXXHBIE HeHpoUOpOMBI), TION KOXeil (y3J0Bble Heli-
podubGpombI) U Yy KOpHeit HepBa (TJieKCuhOPMHBIE HEl-

KJINMHUYECKUE CJTYHAU

podubpomsl) [6]. TlnekcudopmHble HEHPODUOGPOMBI
pa3BMBAIOTCS M3 O0O0JOUYEK CTBOJIOB TepudeprudecKux
HEPBOB, CIOCOOHBI JTOCTUTATh KPYIMHBIX pa3MepoB,
cHaBIVBasl KU3HEHHO BaKHbIe OpraHbl, BBI3BIBas OOJb
1 HEBPOJIOTUYECKUM Ae(UITUT. [MCTOTOTUIECKH COCTOSIT
U3 KIETOK Ppa3JIMUYHBIX TUIIOB, TPEUMYIIECTBEHHO
U3 IMIBAHHOBCKUX KJIETOK M (puOpoOIacTOB, B KOTOPHIX
OTCYTCTBME OHKOCYITPECCOPHOTO BJIMSIHUSI T€HA TTPUBO-
INT K HeorutacThudeckoi TpaHcdopmamnum [7]. TenneH-
UST K MTHPUIBTPATUBHOMY U OOBEMHOMY POCTY, OTPH-
1aTeJIbHOE BO3/IEMCTBME Ha OKPYXXAWIIUE CTPYKTYPHI,
TPYAHOCTH OTIEPAaTUBHOTO JOCTYIa U YacTash pe3UCTEeHT-
HOCTb K XMMHUOIIpeTapaTaM, a TakxKe, YTO 0YeHb BaKHO,
MOTeHLMAIbHAsI  CITOCOOHOCTh K  3JIOKAYeCTBEHHOM
TpaHchopMalM OealoT TuieKCudOpMHBIE Helpodu-
OpOMBI OCHOBHOI TepareBTUYECKON MpoOIeMOl Y TaKHUX
nauueHToB [8].

TMoaMmbIieyHast U/WIK TTaxoBasi TUTMEHTALIUS B BUJIE
BECHYIIIEK, KaK TMpaBWJIO, TATOTHOMOHWYHAS JJIsT Heil-
podubpomarosa 1-ro Tuma, UMeeT HeOOJIbIINE pa3Mephbl
W CIpyNIUPOBaHHBIN XapakTep, Habmiomaercss y 70%
MaluMeHTOB W TIOSIBJISIETCS TIO3Xe, 4YeM TMsITHa <«Kode
C MOJIOKOM», B cpemHeM Ha 3—5 net [9]. V3enkn JInma,
TakKe M3BECTHBIE KaK MUTMEHTUPOBAHHBIE raMapTOMBbI
pany>KHOH O0OJIOUKM TJja3, MPEeACTaBIISIOT CO00I KyIo-
JIoOOpa3HbIe TTOpaXkKeHUsI BOKPYT Paly>KHON O00JIOYKU
ma3 U uMmerorcs y 6osnee 90% B3pOCHBIX MALIMEHTOB
¢ Helipoubpomaro3om 1-ro tuma [10].

JI;1st malMeHToB TakKKe XapaKTepHBI 3aepkKKa B KOT-
HUTUBHOM DPa3BUTHU, PACCTPOICTBA ayTHCTUYECKOTO
crnekTpa. JloCTaTOYHO pacrnpoCTpaHEeHbl TPOOJIEMbI
¢ 00yYeHUeM, MMOBeIeHEM 1 COLIMAJIbHOM amanTaueii.

JIna ¢ Helipodubpomaro3oM 1-ro TuIa, 0COOEHHO
¢ TUTEKCU(OPMHBIMU WJIM TIYOOKUMM Y3JIOBBIMU Heil-
podubpoMamMu, TONBEPralOTCsl BBHICOKOMY DPUCKY pas-
BUTHS 3JI0KAYECTBEHHBIX OITyXOJIel 000JIOUKM Tepude-
PUYECKUX HEPBOB, KOTOpPbIE, KaK MPaBUJI0, BO3HUKAIOT
B ropasno 0oJsiee MOJIOJIOM BO3pacTe W MMEIOT XYAIIUi
MPOTHO3, YeM y HacejieHus B 1ejoM. Omyxoju HepBHOM
CHCTEMBI TIPEICTaBJIeHBI TJMOMOI 3pHUTEILHOTO HepBa,
acTPOLIMTOMOM, TJIMOMOI CTBOJIa MO3Ta M IIBAHHOMOIWA.
XKenmuusl ¢ HelipoubpomaTo3oM 1-ro Tumna mnomu-
BepKeHbI BBICOKOMY PUCKY pPa3BUTHS paka MOJOYHOM
kene3bl. YacTto BcTpewaeTcst aprepualibHasi TUTIEPTEH-
3UsI, a COMYTCTBYIOIIAsl BaCKYJIOMATHSI MOXET TPUBECTU
K BO3HUKHOBEHMIO CEpPJAEYHO-COCYAMCTHIX OCJIOXHE-
HUIA, TAKMX KaK MHCYJIBT Y IeTel U MOoJIobIX Ttoaeit [11].
K meHnee pacnpocTtpaHeHHOMY (peHOTUITY Helipoduopo-
Maro3a 1-To ThIa OTHOCUTCS HaJIMUKMe MBIIIEUHOM clia-
ooctu [12].

BHyTpu4epenHble OMyXOJW MOTYT BBI3BIBATH TOJOB-
Hble 00U, a TakKXKe OBITh MPUYMHOM CUMIITOMATUYE-
ckux anujencuit. Takum oO6pa3om, 3MUIETNCUsT CITYKUT
OHUM WX NPU3HAHHBIX HEBPOJOTMYECKUX OCIOXHE-
HUIl y MauMeHToB ¢ HelipodudbpomaTo3om 1-ro Tumna,
ee pacHpoCTpaHEHHOCTh ouLeHuBaercs: B 4—13% [13].
Hanpumep, no manHbiM uccienoBanus U. Sorrentino
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Tamuposa P.T. u coasm. BpoxieHHBIN TICeBI0OAPTPO3 KOCTEH FOJIEHH U PACCTPOICTBO ayTHCTUYECKOTO CIIEKTPa Y MALMEeHTa ¢ HelipouOpoMaTo3oM 1-ro Tira

u coaBT. [14], pacripocTpaHeHHOCTb SMUJIETICUUA COCTa-
Buna 4,7%, a cpenHuii Bo3pact MaHudecrtanuu — 9 JieT.
ITpu sTOM (hokanbHas anuiercust Hadmonanack B 40%
cJlyyaeB, reHepajau3oBaHHass — B 53,1% u snwientu-
yeckas sHUedanonatus (cuHapoMm Becta) — B 6,2%.
B 70% cnyuaeB oHa cOMpOBOXAAJIach TAKUMU HEWPO-
pPamMoOIOTHYECKUMU CUMIITOMaMU, KakK IiepedpaibHble
BacKyyionaTuu u rugponedanus. I[TanueHTs ¢ HeMpo-
¢ubpomaTo3oM 1-ro TUMa, CTpagalolIve SITUJIeTICUei,
JIEMOHCTPUPOBAIN 60Jiee BHICOKYIO YACTOTY CHUXKEHUS
WHTEJJIEKTa, YMCTBEHHOM OTCTAIOCTH M/WJIN 3aJePKKU
B Pa3BUTHM.

Haubonee pacrpocTpaHeHHBIMU  CTPYKTYPHBIMU
MOpaXXeHUSIMU TOJIOBHOTO MO3Ta y TAlIMEHTOB ¢ HEMpo-
¢dubpomarozom 1-ro tuma (60—70% neteit), BBISIBICH-
HBIMM TIPYU MAarHUTHO-PE30HAHCHOW TOMOTpachuu, SBIISI-
1oTcst hokanbHbie obsacTu runepuHTeHcuBHOCTH (Focal
Areas of Signal Intensity — FASI). FASI, kak npaBuio,
JI0OpOKaUeCTBEHHbIE, BbI3BAHBI YBEIMUEHUEM HaKOILIe-
HUST XUIKOCTU B BaKyoJIsIX MUelInHa. MX KiImHM4YecKoe
3HAaYeHWe OCTaeTCs 10 KOHIIA He U3y4eHHBbIM. B nntepa-
Type COOOIIAETCS O CBA3U MEXIY KIMHUISCKUMU CUMII-
ToMamu Heipodudbpomarosa 1-ro Tuna u FASI, B yacr-
Hoctu nipu ooHapyxeHnu FASI B Tamamyce 1 6a3agbHBIX
TaHTJIUSAX Yy TALMEeHTOB HEPeIKO HaOTIomaTuch KOTHU-
TUBHBIE HapylieHusi. Kpome Toro, criermguyHoit loka-
qusanmeit aist FASI ciyxar MO03Xedok, CTBOJI MoO3ra
u Tamamyc [15].

B penkux ciydasix y malieHTOB OTMEJaeTCs TTopake-
HUE KOCTHOM CUCTeMBbI. XapaKTepHBIMU YepTaMu TIPU-
3HAHBI aHOMAJIMU B CTPOCHUY Yeperna B BUIe KITMHOBU/I-
HOI TMCTUTa3UM B OTCYTCTBHE JIEBOTO OOJIBIIIOT0/MaIOro
Kpblia, AeheKTbl BepXHeil YeTioCcTH, MakKpoledalum.
HapyireHust oceBoro ckejeta TPOSIBISTIOTCS CKOJUO-
30M, peOEepHO-MTO3BOHOYHBIMU aHOMAJTUSIMU: pacIIpe-
HUEM MEXITO3BOHOYHBIX OTBEPCTUI Y CMTUHHOMO3TOBOTO
KaHajla, 4aCTBIMU TTOPOKAMM Pa3BUTHUST TTO3BOHOYHOTO
cronba. [TopaxaroTcst TakKe JUIMHHBIE TPYyOUaThle KOCTH,
B YACTHOCTM OOJbIIeOepoBble W MajobepIoBbIe,
YTO TIPOSBISIETCS  TATOJIOTMUECKUMM  TIepesioMaMu,
oOpa3oBaHUWEM JIOXHBIX cycTaBoB [16]. OdeHb pemnxo,
MO TAHHBIM JIUTEPATyphl, TEPeIOMbl KOCTel OBIBAIOT
BPOXIEHHBIMU, (DOPMUPYST JIOXKHBIE CYCTaBbl KOCTEW
KOHEYHOCTEM.

PacnipocTpaHeHHOCTh  KIMHUYECKUX  CUMIITOMOB
pPacCTPOMCTB ayTMCTUUYECKOTrO CIIEKTpa y JEeTel ¢ Hei-
podudbpomarozom 1-ro Ttuma coctasiasier 13—29%,
YTO 3HAYUTETHHO BBIIIE, YeM CPeIU HACEICHUS B LIEJIOM
(1—4%) [17]. TosBnsercss Bce OOMbBIIE TOKA3aTETLCTB
TOTO, YTO COLIMAbHBIM, KOTHUTUBHBINA U peueBoit aedu-
IIMT — ellle OJHa XapaKTepHass OCOOEHHOCTb JAHHOTO
3abosieBaHusl. TakuM oOpa3oMm, ayTomomoOHOe pa3BU-
THE TIpU Heiipodudpomaro3e 1-ro Tura paccMarpuBa-
eTCsT KaK CMHIPOMAJIbHBIN TeHETUYeCKWI BapuaHT pac-
CTPOMCTB ayTHCTHUecKoro criekTpa. CyIecTBYeT P
(heHOTUTIMYECKUX CXOICTB MEXIy HEThbMHU C Helpodu-
6poMaro3oM 1-TO TUIa U HECUHIPOMAJTbHBIM BapHUaH-

ToM aytu3Mma. [j1s1 06erx TPy XapaKTepHbl TPYIHOCTH
B COIIMAJIbHOM B3aWMOAEHCTBUU, CUHIPOM AedUIINTa
BHUMAaHUS U ABUTATEIbHON aKTUBHOCTU. JIeTH ¢ Heipo-
¢dubpoMaro3oM 1-To TUTA, B OTIWYME OT AETEW C HECUH-
JIPOMaJIbHBIM BapUaHTOM PacCTPOMCTB ayTUCTHUYECKOTO
CIEeKTpa, B MEHbIIIEH Mepe TeMOHCTPUPYIOT MTOBTOPSIO-
1eecs MoBeJecHNe, a YPOBEHb UX KOTHUTUBHOTO pa3BU-
TS BBIIIE M, KaK MPAaBUIIO, HAXOAUTCS B CPeIHEM JAMara-
30He. Bospact neteit ¢ Hefipodudpomaro3om 1-ro Thma,
Yy KOTOPBIX AMArHOCTUPOBAHO PACCTPOMCTBO ayTHUCTHU-
YeCKOTO CITeKTpa, COCTaBIsieT okoyio 10 JieT, 4To 3HaYu-
TEJIBHO TT033Ke MANOTIATUIECKOTO COCTOSTHUS, TIPU KOTO-
pOM BO3pacT TOCTAHOBKM JAMAarHo3a, KakK TpaBuUIIoO,
cocrapnsieT 3 roma. B Hacrosiiee Bpemsi HeiipoOMoJI0-
TUYeCKre MEeXaHW3MBbI, JieXallle B OCHOBE CHUMIITOMOB
1 QYHKIMOHAJTBHBIX HAPYIIEHU pacCTPOMCTB ayTUCTH -
YecKoro CIeKTpa, CBSI3aHHBIX C HelpodudpomMaro3om
1-ro Tuma, Bce ellle pacKpHITH He 10 KoHIa [18].

.U,MaFHOCTVHECKVIe Kputepuu noCTaHOBKU
Helipopubpomarto3sa 1-ro Tmna

HunarHo3 Helipogubpomaroza 1-ro Tuma B OCHOB-
HOM KJIMHWYECKUI, OCHOBAHHBIN HA MPUHSITHIX KPUTE-
pUSIX, KOTOpbIe TPeOYIOT BHITIOJIHEHUs ABYX WM OoJee
W3 CJIeMYIOIINX YCIOBHUI: HaJlMIue Ha Koxe 6 win 6ojee
nsITeH «Ko(e C MOJOKOM» C HauOOJBbIIUM pa3sMEPOM
oT 5 mo 15 Mm; Hammuue 2 uan Gonee HelipodmOpoM
JIFO0OTO TUTIA WJIM OTHOM TIeKCHU(MOPMHOIA; TIOIAMBIIIEY -
Has WJIM TlaxoBas MMTMEHTALIWS; TJIMOMBI 3PUTEIBHOTO
HepBa; 2 y3enka Jluina wim 0ojiee; MOpakeHUsI KOCTeH;
OTATOIIEHHAsI ceMeifHasi HacJeICTBEHHOCTh (POACTBEH-
HUK TepBOI JIMHUM ¢ HelipodubpomaTto3oM 1-To THMa).
HenmaBHO omnyOGJMKOBaHBI TIEPECMOTPEHHBIE TMAarHO-
CTUYECKUE KPUTEpUU [UIsl JaHHoro 3aboseBaHus [19].
OHM BKJTIOYWJIM TOTTOJTHUTEIBHO OOHapyKeHUEe TeTepo-
3UTOTHOTO TMATOTeHHOTo BapuaHTa B reHe NFI B Kaue-
CTBE TMAarHOCTUYECKOTO KPUTEPHSI, KOTOPBIil MO3BOJISIET
KaK MOXHO paHbllle IUarHOCTHPOBATh Hepoduopo-
MaTo3 1-ro Tuma y aeTteil 6e3 OTAroIIeHHOTO aHaMHe3a.
Kpome TOro, mobGaBiieHBI COCYIMCTBIE aHOMAJIUU CET-
YaTKM Ha OCHOBE WX CIELU(MUYHOCTH U UyBCTBUTEIb-
Hoctu [20]. Pacrio3HaBaHue 3THUX KpUTEpPUEB y B3POC-
JIBIX He BBI3BIBAET 3aTPyIHEHWI, B OTIWYUE OT HeTeit
6e3 JTaHHBIX HACJIEICTBEHHOro aHaMHe3a. CpeTHUIl BO3-
pacT NMOCTAaHOBKM AuarHo3a cocrtasisieT 2,7—4,5 rona.
B oTcyrcTBUE cemeliHOro aHamHe3a Helipoguopomarosa
1-ro TTa HaIMYMe MATEH «Kode ¢ MOJIOKOM» B TeUEHIE
MEePBBIX MECSIIEB KU3HU CIIY>KUT TIEPBBIM AUATHOCTHYE-
CKUM KpHUTEpUEM WM KpUTeprUeM TTOI03peHMs Ha 3a00-
JIeBaHUE MMPaKTUUECKHU BO Bcex ciaydasx [21].

TepaneBTU4yeckne BO3MOXHOCTHU
npwu HeiipodpubpomaTose 1-ro Tuna

BBumy omacHOCTM MaJWTHM3ALUM TUIEKCH(GOPMHBIX
HelpoduOpoM M MX BIUSHUSI HA CHUXEHME KauyecTBa
KM3HU TallMeHTOB ¢ HelipodubpomaTo3oM 1-ro Turma
aKTUBHO pa3pabaThIBAIOTCS METOMMKM WX JIEYSHMUSI.
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IMonHas xupyprudeckasi pe3eKIus 4acTo HeOCYIeCTBUMA
13-3a OOLIMPHOTO POCTa U TIPOpacTaHUs B OKPYKaroIlIne
tkaHu. CoriacHo o630py I. Solares u coaBr. [22] B oTue-
Tax 8 U3 9 KIMHUYECKUX UCTTBITAHUI COOOIIIAeTCs O TI0JIO-
SKUTEJTbHBIX pe3ysbTaTax MPUMEHEHUST HOBOM TapreTHOM
Tepanmuu. OTpeaesieHHOTO Tporpecca TOCTUTIIA METOIbI,
HarnpaBJieHHble Ha CUTHAJbHbIE TTyTH, B 4aCTHOCTU RAS.
MakcuMaNbHBIN TepaneBTUUECKUI OTBET MOXET OBbITh
JIOCTUTHYT y3Ke CIyCTs 2 Tofa OT Haudaia JjedeHus. [1pe-
mapat CellyMeTUHUO, CeJIEKTUBHBI WHTMOUTOP MHTOTE-
HaKTUBUPYEMOW TPOTEMHKUHA3BI, MPOIEMOHCTPUPOBAIT
cBOI0 3((HEKTUBHOCTh B OTHOIIEHWM YCTOMYMBOTO CHU-
JKEHUMST MCXOMHOTO 00beMa TIIeKCU(MOPMHBIX Hepodu-
OpoM y OoJIbIIMHCTBA UCTIBITYeMbIX [23]. KabozaHTuHNMO,
MHTUOUTOD (pakTopa pocTa SHAOTENNS COCYIOB, COTTTACHO
pe3yiabTaTaM MCCIeIOBaHUI, YMEHBIIAeT OObeM IIIeK-
crdopMHBIX HeiipoduopoM Ha 15% U cHUXaeT ypoBEeHb
60T TIPEMYIIIECTBEHHO 3a CYeT WHTUOMPOBAHMSI HEO-
anrvoreHesa [24]. besycioBHOe NpeMMyIIECTBO HOBBIX
METOJIOB JIEUCHUSI COCTOUT B YIIy4YIIEHUW OTPaHUYEHHOM
JIBUTATEIbHOM (DYHKIIMM M KOCMETUYECKOM Tpeodpaxke-
HUM TIAlIMEHTOB ITyTeM YMEHBIIEHUsT 00beMa TUIEKCHU-
¢opmHBIX Heltpodubdpom [22].

Knunnueckwuii cayyvaii. [Taument I, 6 net 10 Mec, Ob11
00cJieIoBaH B CBSI3M C XajlobaMM pOAMTENEH Ha OTCYT-
CTBHE peYM, ayToONmomoOHOe TMoBedeHMe, aehopMalnio
HIDXKHEN JIeBOl KOHEYHOCTHU B 00JIaCTH TOJIEHU C €€ YKO-
poYeHneM U HapyllIeHUueM MMOXOAKHU B CBSA3U ¢ Aedopma-
LIUE HOTU.

Manbuuk oT mepBoii GepemeHHOcTH (Opak poj-
CTBEHHBI, POJICTBO POIUTENIEd B YETBEPTOM KOJICHE,
10 TMIOBOJAY Yero KOHCYJIBTHPOBAHBI TEHETUKOM Ha JTarre
MJIAaHUPOBAHUST CEMbU), TMpOTeKaBIleil Ha (oHe TOK-
CUKO3a, OOOCTpEeHMSI XPOHMYECKOU TepreTUIeCKOM
nHpexkunu | tuna Bo Il Tpumecrpe, aHeMuu, mporeu-
Hypuu B I1I TpumecTpe. Ponbl cpouHble, caMOCTOSITENb-
Hble, Macca Tesa 2960 r, orieHka mo Amnrap 8—9 6auios,
OTMEUaJuCh TMPOOJEMbI C TPYIHBIM BCKapMJIMBAHHUEM.
PeGeHOK rocnuTan3upoBaH B OTAEJIEHWE IaTOJOTHU
HOBOPOXAEHHBIX C TMarHO30M: HeOHAaTaJbHasl KeNTyxa,
nepuHataibHoe nopaxenne LIHC rumoxcmyecku-uiie-
MMUYECKOTO FeHe3a, CUHIPOM MBIIIIEYHOM TUTTOTOHUU.

Ha 3-i1 Hemene XW3HU POAMTENN 3aMETUIIM TISITHA
Ko(eitHOoTOo 1IBETa Ha Tejie pebeHKa. Yke 10 6 Mec poau-
TeJIM oOpalla v BHUMaHUe Ha 1e(opMaIinio JIeBOi HOTH,
1 B 7 MeC XKU3HU Ha pEHTITeHOTrpaMMe BBISIBIIEH BPOXKIECH-
HBII TICEBI0apPTPO3 00eMX KOCTel JieBoit rosieHu (puc. 1).
B Bospacte 10 mec mpoBeneHO TepBoe OIepaTUBHOE
BMeEIIIaTeTLCTBO IO TTOBOAY AeOpMally JIEBOM KOHEY-
HOCTH, ObIJIa BBITTOJTHEHA OCTEOTOMMS C MHTpaMeIyJIIsAP-
HBIM CUHTE30M.

Pebenok Hab01a7ICsI C AMAarHO30M: HECOBEPIIIEHHBII
OCTEOTeHe3, a B JaJbHEHIIEM — OCTEOXOHIPOIVCILIA3HST
HeyTOYHeHHast. B Bo3pacTe 2 JIeT B CBSI3U C BPOXKICHHBIM
TICEeBI0APTPO30M KOCTEI JIeBOIl TOJEHU, YKOpOYeHUEM
JIeBOI HOTHU Ha 2 cM, spina bifida B KpecTIOBOI1 00J1acTH,
HaJIMYMEM MHOXKECTBEHHBIX MATEH «KOo(de C MOJIOKOM»

KJINMHUYECKUE CJTYHAU

pazmepom 5—20 MM Ha KOXe I'pyTHOI KJIETKH, Ha PaBOM
IJieye TeHETUKOM KIIMHUYECKH OBIT MPEAOIOXKeH Heil-
podudbpomarto3. B nanbHelilem pedGeHKY HEOTHOKPATHO
MPOBOAWJINCH OTIepaTUBHBIE BMEIIATEIbCTBA IO TTOBOIY
TceBIoapTpo3a B BHUIAE KOPPUTHUPYIOIIENH OCTEOTOMUU
JIUTMHHOM TpyO4aToit 00bIIeOepIIoBOM KOCTH: 3aKpbITast
PETIO3UIINST KOCTe! TOJIEHU, Pe3eKIINs JIOKHOTO CyCcTaBa,
MJIaCTUKA ayTOKOCTbIO M ayTOHAIKOCTHUILIEH, KOMOU-
HUPOBAHHBIN OCTEOCHHTE3 KOCTU WHTPAMETYJUIIPHBIM
TeJleckonmmuyecknM crepxkHeM Fassier-Duva n armmaparom
Wnu3zapoBa, cHITHE CIULIeBOTO arnmapara. OrepaTUBHOE
MHOTO3TaIHOE JIeYeHWe KOCTEU JIEBOW TOJIEHW TTPOHOJI-
JKAETCS, TIPEACTOSAT CIIEAYIOIINe 3TAaIlbl XUPYPrUUeCKOTO
JIeYeHUS.

B Bo3pacre 3,5 rona B Menuko-reHeTU4eCKOM Hay4-
HOM 1ileHTpe nMeHu akagemuka H.I1. BoukoBa mpu cek-
BeHUpoBaHUM TeHa NFI BBIIBIEHa TeTepO3UTOTHAS
myTauus de novo (nenenus 1 HykieoTuaa) B 29-M 3K30He
NFI c. 3949delG, p. V1317fs, pebeHKy BBICTaBJICH IHa-
THO3: HelpodumbpoMaTo3 1-To THIIa, B CBSI3U C 4YeM
KOCTHBIE U3MEHEHHMSI y3Ke pacCMaTPUBAIMCh KaK HEMpo-
¢GurbpomMaTo3-accolMMpPOBaHHBIN BPOXIEHHBINM TCEBIO-
apTpo3 JIEBOI TOJIEHU.

Ipu HaGmMOmeHWM B JWHAMUKE MOTOPHOE pa3BU-
THe: TOJIOBY Haual JepkaTh B 3 Mec, TiepeBOpaYnBaThCs
B 8—9 Mmec, cunmeTh ¢ 8 Mec, 1mo3aTh ¢ 1 Toga, caMoCTOs -
TeJIbHO HavaJj XoauTh B 3,5 rona, 6eraet ¢ 4 iet. [1pu ocmo-
Tpe obpallajy BHUMaHKE MSITHA TUIIA «KOde C MOJIOKOM»

A

Puc. 1. Pentrenorpamma nanuenta I'. B Bo3pacte 7 mec: BpOXK-
JIeHHBIi JIOXKHBIH CycTaB (IICEBA0APTPO3) KOCTENi JIeBOW roJieHH,
00yCJIOBIEHHOM HelipoguodpoMaTo3om 1-ro Tuma.

Fig. 1. Patient G. 7 months. Congenital pseudarthrosis of the left
leg bones due to neurofibromatosis type 1.
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nuametpoM 5—20 MM; TaJbIaTOPHO OIpenessieMble
¢Gubpombl 3 1 5 MM B 00J1aCTH JIOKTEBOTO CyCTaBa 1 MO3BO-
HOYHMKA; TUIOCKO-BaJIbI'yCHAasl yCTAaHOBKA HOT CJIEBa; YKO-
poYeHMe JIEBO HIKHE KOHEUHOCTH Ha 2 CM.

B HeBposiormyeckom cTaTyce OTMeEuYaJuCh HEIo-
CTOSHHBIM ~ allbTepHUpYIOIIUi  strabismus, muddys-
Has yMepeHHas MbIIIeYHAsT TUTTOTOHUSI, CYXOXWJIbHBIE
pedaeKchl ¢ KOHEYHOCTE CIacTUYHbBIE, paBHBIE C IBYX
cTopoH. KMMenuch BbIpaxkeHHasl 3aJepXKa TCHXOpe-
YEeBOTO Pa3BUTUSI, ayTUYHBIC YEPTHI, MPOSBISIONIAECS
CTEPEOTUITHBIMU JIBWXKEHUSIMU, OTCYTCTBUEM 3pPUTEITb-
HOTO KOHTaKTa, peakilMyi Ha UMsI, yKa3aTeJIbHOTO XecTa,
ayroarpeccueit, Ae(UIMTOM BHUMaHUS, WH(MAHTUIb-
HOIT MacTypbanueii. B ¢Bsg31 ¢ TeM 4TO peOGEeHOK TPyI-
HOYMpAaBJIsSieM, POAMTEIU [OJTOoe BpeMsl MPaKTUUYEeCKU
HE OrpaHUYMBAIM €T0 B3aMMOJIEHCTBUE C Ta/I)KETOM.

PeueBoe pa3BuTHe 3a1epKaHO: TYJIUTh Havasl Ouke
K TOJly, JIETIET, CJI0Ba OTCYTCTBYIOT, OTMEUAJIMCh OT/IEJb-
Hble BoKajmu3aluu, Kpuku. OOpalleHHYO pedb IJIH-
TeJILHO He NoHuMaJl. BBITOByI0 o0OpallleHHYI0 pedb
HayajJ TIOHMMAaThb TOJbKO Ha (hOHE KOPPEKIMOHHBIX
3aHATUI ¢ 00513aTeIbHOW KOHTEKCTYaJbHOM OIOPOIA.
KoMMmyHuKamust ¢ pebeHKOM MPOUCXOIUT C TTOMOIIIBIO
KeCTOB (B OTCYTCTBME yKaszaTelibHOro xecta). OTme-
YaloTCs BBICOKUI YpOBEHb TPEBOTU U arpecCMBHOCTH
B KOJIJIEKTHBE.

ITpu koMmbIOTEpHOI TOMOTpaMM TOJOBHOTO MO3Ta
oT 28.06.2018 BBISBIEHBI JIETKOE paclIMpeHre HaKo-
TJICHWST TIOJIOCTH TIPO3PAvyHOM TEePETOPOAKH, MPU3HAKU
TUTIOTIa3UM TIPAaBOM MO3BOHOYHOU apTepuu. B cBsa3m
HaJIMYMEeM METAJUTMYECKUX KOHCTPYKUWM B HUKHEN
KOHEYHOCTH W TIEPMOAUYECKMM THIICOBAaHMEM IPOBE-
JIeHVWe MarHUTHO-pe30HaHCHAasi ToMorpadusi ToJIOBHOTO
MO3ra U IPYTUX OPTaHOB ObLJIO HEBO3MOXHO.

B Hos16pe 2019 r. mepeHec COTpsiICEHHE TOJIOBHOTO
mo3sra. B Hosiope 2022 1. y MajiburKa BEpBbIE B XXKU3HU
BO3HUMK TPUCTYIT YTpaThl CO3HAHMUSI CO PBOTOM, CIIO-
HOTEeUeHUEeM, JAeBHAllMeil TIJIa3 BJIEBO JUIMTEIbHOCTHIO
5—7 MUH, BCJENCTBUE YeTo ObLT 9KCTPEHHO TOCTIATAIN-
3MpOBaH B HEBpoOJIOTMYECKOE oTaesieHne JleTcKoii pecrty-
OGIMKAHCKOM KIIMHUYECKON OGONBbHULBI. [Ipyn KOMITbIO-
TEepHOI ToMoTrpa¥y TOJOBHOTO MO3Ta ¢ KOHTPACTHBIM
YCUJIEHUEM BBISIBJICHO JIETKOe paclIMpeHue peTpolepe-
OeJIIIPHOTO MPOCTPAHCTBA, THUIIOIUIA3Ms cerMeHTa V4
MpaBoli MO3BOHOYHOU apTepuu. [Ipu mpoBeneHUM Tpo-
JIOJKEHHOTO HOYHOTO BUAe0-DDI-MOHUTOpUHTAa 0OHA-
pyXXeHo cleaytollee: aOHOpPMHasi OMO3JIeKTpuUecKast
aKTUBHOCTb I'OJIOBHOTO MO3Ta, BBIPaXKEHHOE 3aMeJIeHNe
(OHOBOII OCHOBHOI aKTMBHOCTH, 3aperucTpupoBaHa
anuaenTUdOpMHas aKTUBHOCTh B Bume auGh@y3HBIX
U PETMOHAJILHBIX pa3psiioB HEBBICOKOTO MHAEKCA.

B HacTosiiiee BpeMsi MaJlbuMK MPOAOJIKAeT HabJo-
JIeHVWe W JIeYeHWe y OPTOIeOB, OXHUAash O4YepenHOi
9Tan XMPypruyeckoro JeyeHus, a Takxke y HeBpoJiora,
SIUJIETITOJIOTA, TIPOXOAUT peaduIUTALIMOHHOE JIeYeHHe
MO0 KOPPEKIUK TICUXOPEUEBOrO OTCTaBAHUS B Pa3BUTUU
U ayTOIMOJ00HOTO TTOBEIEHUSI.

Puc. 2. Pentrenorpamma namuenta I'. B Bo3pacte 1 roza 2 mec:
BTOPUYHOE CMELIEeHHEe KOCTel JIeBOi roJieHH MocJie 3aKPbITO’
Peno3uuu BPOKAEHHOIO JOKHOI0 CYyCTaBa KOCTei JieBO# ro-
JIeHH, 00YCJIOBJIEHHOM HeiipouopomMaTo3oMm 1-ro Tuna.

Fig. 2. Patient G. 1 year 2 months. Secondary displacement
of the bones after closed reposition of the congenital pseudar-
throsis of the left leg bones due to neurofibromatosis type 1.

Puc. 3. Pentrenorpamma namuenta I'. B Bo3pacre 6 jiet 7 Mec.
Hanoxenne anmapara Mim3apoBa npu BPOKIEHHOM JIOJKHOM
cycTaBe KOCTeii JieBOii rojieHH, 00yCJI0BJI€HHOM Helipoduopo-
MaTo3oM 1-ro Tuna.

Fig. 3. Patient G. 6 years 7 months. Imposition of the Ilizarov
apparatus in congenital pseudarthrosis of the left leg bones due
to neurofibromatosis type 1.
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3akovyeHue

B mpencraBieHHOM KIMHMYECKOM Ciydae Heipo-
¢udbpomaro3 1-ro TuIa OeOIOTUPOBAT C CHUMIITOMOB
MOpakeHUs] KOCTHOM CHUCTEMBI, 3aJepKKU ICUXOpede-
BOTO M MOTOPHOTO Pa3BUTHS, ayTOMOAOOHOTO TOBEIE-
Hug. TakThka BeleHUs MalMEHTa B paHHEM BO3pacTe
JIEMOHCTPUPYET, YTO BpAuM pPa3HBIX CIELMATbHOCTEN,
B TOM 4HCJIe Bpauu OOILEeil MpakKTUKU, OPTOIEAbI, TPaB-
MAaTOJIOTH, HEBPOJIOTY HETOCTATOYHO 3HAKOMBI C TAKUMU
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KJINMHUYECKUE CJTYHAU

AHIIA-acconMupoBaHHbIi BACKYJIMT ¢ pelIMBUPYIOIINM TPOMOO30M Yy MOAPOCTKA MOCJIe
HOBOIi KOPOHABUPYCHOM MH(pEKIMH

JLA. banvikosa’, O.M. Condamoe?, T.HU. Pazoonvkuna’, B.C. Bepewaeuna’, M.B. Illupmankuna’,
A.B. Kpacnononsckas', E.®. Mockosckas?
'PreQy BO «HaumoHanbHbI nccneposatenbckmii MopAoBCKUiA rOCyaapCTBEHHbIN yHuBepcuteT um. H.M. Orapesa»,

CapaHck, Poccus;
°IeY3 PM «[leTckas pecnybnukaHckas knvmHuyeckas 6onsHuua», CapaHck, Poccus

ANCA-associated vasculitis with recurrent thrombosis in a teenager after the new
coronavirus infection

L.A. Balykova', O.M. Soldatov?, T.1. Razdolkina', V.S. Vereshchagina', M.V. Shirmankina’,
A.V. Krasnopolskaya', E.F. Moskovskaya’

'Ogarev National Research Mordovian State University, Saransk, Russia;
2Children’s Republican Clinical Hospital, Saransk, Russia

AHIIA-accouuupoBaHHbIii BACKYJIMT — peaKoe 3a00J1eBaHue y ieTeii, XapakTepusyioieecs NoJIHOPraHHbIM nopazkenueM. B nociennmne
TO/Ibl 0TMEYEHA CBSA3b CHCTEMHbIX BACKYJIUTOB, B ToM yncje AHIIA-accouunpoBaHHbIX, ¢ HOBOIi KOpoHABUPYCHO# HH(pekuueii. Cymie-
CTBYIOT CJIOXKHOCTH B audepeHIMaIbHOI AMarnocTuke 3Tux cocrosiamii. Kpome toro, y nmamuentos ¢ AHIIA-acconumnpoBanHbiv
BACKYJIITOM BBICOKA YACTOTA PA3BUTHSI BEHO3HBIX TPOMOOIMOOIMYECKUX OCJIOKHEHHMIl, YTO CO3JAeT JONOJHUTE/IbHbIE CIOKHOCTH
B IMATHOCTHKE U JIeYeHHH ITUX 3a00JeBaHuUii, 0COOEHHO B IeTCKOM Bo3pacrte. B craTtbe mpesncTaBiieH 0030p JaHHBIX COBPEMEHHOM
JIMTEPATYPbI N0 mpodieMe 1 Kiaunndeckuii crydaii AHIIA-acconmupoBaHHOro CHCTEMHOTO BACKYJIMTA € MOPAXKEHHEM MOYEK, JETKHX,
cycTaBoB (MUKPOCKONMYECKHMIA MOJIMAHTHMT) y OAPocTKa 17 J1eT nocJie nepeHeceHHoi KOpOHABUPYCHO# MH(eKun.

Karouesote caosa: demu, AHI[A-accouuuposannbiii 6acKyaum, H08as KOPOHAGUPYCHAS UHDEKUUS, CUCMEMHbIE 8ACKYAUNDbL.

Ansa umtupoBaHus: banvikoBa J1.A., CongaroB O.M., PaznonbkuHa T.U., BepelwjarnHa B.C., LupmaHknHa M.B., KpacHornonbckasi A.B.,
MockoBckasi E.®. AHLA-accoummpoBaHHbIVi BACKYJIUT C PeUuaANBUPYIOLLUMM TPOMOO30M Yy roAPOCTKa MOC/1e HOBOV KOPOHABUPYCHOM MHpEK-
umn. Poc BecTH nepuHarton v neamnatp 2023; 68:(6): 112-120. DOI: 10.21508/1027-4065-2023-68-6-112-120

ANCA-associated vasculitis is a rare disease in children characterized by multiple organ involvement. In recent years, there has been
found a connection between systemic vasculitis, including ANCA-associated, and the new coronavirus infection. There are certain
difficulties in the differential diagnosis of these conditions. In addition, patients with ANCA-associated vasculitis have a high incidence
of venous thromboembolic complications, which creates additional difficulties in the diagnosis and treatment of this disease, especially
in children. The article presents the current data review and a clinical case of ANCA-associated systemic vasculitis with damage
to the kidneys, lungs, joints (microscopic polyangiitis) in a 17-year-old teenager after the coronavirus infection.

Key words: children, ANCA-associated vasculitis, microscopic polyangiitis, systemic vasculitis.
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AECOHI/II/IDOBaHHHe C aHTUHEUTPOWIHLHBIMU LIUTO-
nazMatndyeckumu  antutenamu  (AHILIA) Backy-
JINTBI — penKasi popMa CUCTEMHBIX BaCKYJIUTOB y AeTei
C ypoBHeM 3aboseBaeMOCTH MeHee | ciyyas Ha | MJH

nmereit [1]. B oty rpynmy BXomsT rpaHyjaeMaTo3 C ITOJIM-
aHTMUTOM, MUKPOCKOTIMYECKUI TIOJMAHTUUT, D03UHO-
(UIbHBIN TpaHyJeMaTo3 C MOJUAHTUUTOM U TTOYEYHBIN
orpannyeHHbIi AHLA-BackyuT [2]. DT 3ab6osieBaHUS
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JMUIUHCKOTO MHCTUTYTAa HallmoHaIbHOTo uccienoBarebckoro MopioBCcKoro
rocynapctBeHHoro yHuBepcuteta um. H.I1. Orapesa,

ORCID: 0000—0003—2927—-3224

IupmankuHa MapuHa BacuibeBHa — opanHarop Kadenpsl neauarpuu Me-
JIMIMHCKOro MHCTUTYTa HallmoHaabHOro uccaenoBareabeckoro MopioBecKoro

rocynapcTBeHHOro yHuBepcutera M. H.I1. Orapesa,

ORCID: 0000—0002—9049—5662

KpacHonombekasi AHHa BasepbeBHa — K.M.H., CT. IiperoaaBaresib Kadeapbl
neauarpur MeIuIMHCKOTO MHCTUTYTA HallMOHAIBHOTO MCCIIeN0BATENLCKOTO
MopnoBckoro rocynapctBeHHoro yauepcuteta um. H.IT. Orapesa,

ORCID: 0000—0003—3990—-9353

430000 CapaHck, yi. bosbiueBucrckast, 1. 68/1

ConnaroB Ozer MuxaitioBu4 — K.M.H., TJI. Bpau [leTcKoii pecryOoanKaHCKo
KJIMHUYECKOi GOIbHULIBI,

ORCID: 0000—0003—2927—-3224

MockoBckast Enena @enopoBHa — 3aB. HedpoJIOrM4ecKUM oTaeneHueM Jer-
CKOIi pecny®IMKaHCKOW KJIMHUYECKOM O0JTbHUILBI,

ORCID: 0000—0002—4504—7959

430032 Capanck, yi. Possr JltokcemOypr, 1. 15
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banvikosa JI.A. u coaem. AHLIA-accoumpoBaHHbI BACKYJIUT C peLIMAMBUPYIOIIMM TPOMOO30M Y MOAPOCTKA MOC/IE HOBOI KOPOHABUPYCHOI MH(EKIIMN

XapaKTepU3yIOTCS HEKPOTM3UPYIOIIUM  BOCIAJEHHUEM
CTEHOK MPEUMYIIECTBEHHO MEJIKIX, PeXe CPETHUX COCY-
JIOB U COIPOBOXAAIOTCSA (hOPMUPOBAHUEM ayTOAHTUTEN
MPOTUB AHTUTEHOB MUEJIONEPOKCUAA3bl WIN TMPOTEU-
Ha3zbl-3.

3aboneBanus, Bxomgmme B rpynmy AHIIA-acco-
LIMMPOBAHHBIX BACKYJIUTOB, WMMEIOT HE TOJBKO pSIJI
O0IIMX KIMHUYECKUX CUMITTOMOB (JIUXOpaaKa, apTPUTHI
U apTpajiTiM, KOXKHBIE BBICHITTAHUS, TIOPAXKEHUsI JIETKUX
U TI0YEK), HO U psit crieliu(prueckKnx 0COOEHHOCTe !, BO3-
MOXHO, OOYCIIOBJIEHHBIX THUIIOM aHTUHEUTPOMWIBHBIX
LIMTOTIJIA3MAaTUUECKUX aHTUTeNT. Tak, Mpr MUKPOCKOITH-
YECKOM TMOJTMAHTUUTE OTIPENEIISIOTCS MTPENMYIIEeCTBEHHO
aHTUTENAa K MUEJONepOKCcuaase, a Mpu rpaHyieMarose
C TIOJTMAaHTUUTOM — K TIpOTeMHAa3e-3, XOTS 3Ta 3aKOHO-
MEpPHOCTb MpocJiexKnBaeTcsl He Bceraa [3].

Baxnoe 3HaueHue B muddepeHIINaIbLHON TUarHo-
CTHUKE STHUX BACKYJIMTOB MMEET BBISIBICHHE <«CyppOTaT-
HBIX» MapKePOB TPaHyIeMaTO3HOTO BOCTIAJIEHUSI BEPXHUX
U HYDKHUX JBIXaTeJIBHBIX MyTeW U TNIa3HUIIBI, TUITUIHOE
NI TpaHyJjieMaro3a ¢ noiuanruutom [4, 5]. Tlaronorus
JIETKUX TIPU MUKPOCKOMUYECKOM TTOJTMAHTUUTE TIpe-
cTaBJeHa HEKPOTH3UPYIOIIUM albBEOJUTOM (pEeHTTe-
HOJIOTUYECKN — WHMMIbTpATUBHBIE TeHU Oe3 pacrana),
MPOTEKAIOIINM OCOOEHHO TSKEJIO TTPY HAJTMIUW aHTUTE
K TIpOTerHa3e-3 U HePEAKO OCIOXKHSIIOIIMMCS JIETOUHBIM
KPOBOTEUYEHUEM, a JJI TpaHyJeMaTo3a ¢ TOJIUaHTUUTOM
TUTMUYIHO TPaHyJIeMaTO3HOe BOCTAJIeHUE B BUIE Y3JIOB
1 MHOUILTPATOB, CKIOHHBIX K pacrnany ¥ (hopMUpoBa-
HUIO TToJ10CcTei [1-3].

IMopaxenue mouek mpu AHILIA-acconumpoBaHHBIX
BacKyauTax otMedaetcs y 80—90% GOMbHBIX, XapaKTepu-
3yeTcsl OBICTPONPOrPECCUPYIONIUM HEKPOTHU3UPYIOIITM
rJIoMepyJIoHepUTOM ¢ (HOPMUPOBAHUEM TTOTYIYHUIA,
KOTOPBIM BHOCHUT 3HAUMTEIbHBIN BKJam B 3abojeBae-
MOCTb M MPOTpecCUpOBaHMe N0 TEPMUHATLHON CTaauu
MOYEeYHOM HeaocTtaToyHOCTH [6]. JleueHue OGOJBHBIX
AHIIA-accouMmpoBaHHBIMU BacKyJUTaMU KOMILJIEKC-
HOe M B OOJBIIMHCTBE CJIydyaeB BKIJIIOUAET WHIYKIIMOH-
HYI0 U TIOMAECPKUBAOIIYIO TEparnuio TIIOKOKOPTUKO-
cTepoMaaMd UM WMMYHOJAENPECCAaHTaMM B COYETaHUU
C TEHHO-MHXXEeHEPHBIMU OMOJIOTMUECKUMH TpernapaTaMu
(putykcumab wim 6enumymao) [7].

YV nanuenToB ¢ AHLIA-accoimmpoBaHHBIM BaCKYJIM-
TOM B 2—3 pasa BbIlIe PUCK PA3BUTHS PA3TUIHBIX TPOM-
ootnueckux ocnoxHeHuit [8]. Ilo pe3ynbraTaMm HEKOTO-
PBIX UCCIIEIOBAHUM 3TU OCJIOXHEHUS Yallle OTMEYaroTCs
y MalMeHTOB ¢ TTopaxeHuem mouek [9]. [Tpu 3Tom MOBbI-
IIEHHBI PUCK pa3BUTUSI BEHO3HOW TPOMOO3MOOIMNU
CcoXpaHsIeTCs He TOJIbKO B aKTMBHYIO, PAHHIOIO CTaauio
AHIIA-accommmpoBaHHOTO BacKyJINTa, HO U B IIepHoOIe
pemuccuu [10, 11].

Baxubim 3BeHOM B martoreHe3e AHILIA-accomumpo-
BaHHOTO BACKYJIUTA SIBIIIETCS aKTUBALIMS HEUTPODUIOB,
MPUBOISIIAS K TTOBPEXICHUIO SHIOTEIUS U BEICBOOOXK-
JIEHUIO B KPOBOTOK TKAaHEBBIX (PAKTOPOB CBEPTHIBAHUS,
a Takke (hopMUpOBaHUE HEUTPODUMIBHBIX BHEKIIETOU-

Heix JoBymiek (NET — neutrophil extracellular traps),
KOTOpbIE YacTO OOHApYXKMBAIOTCS TpU HedpoOMoIcuu
y mnanueHToB ¢ AHIIA-accolimnpoBaHHBIMU BacKy-
JIMTAaMX W MOTYT CITOCOOCTBOBaTb TPOMOOOpPa30BaHUIO
[12, 13]. ®opmupoBaHre HENTPODUIBHBIX BHEKJIETOU-
Hbix JoByiiek (NET) ormeuaercs takke mpu COVID-19,
0Cco0OeHHO mpu TsoKesnoM TeueHuu [14]. Kpome Toro,
B mnartoreHe3e AHIIA-accounnpoBaHHOTO BaCKyJIMTA,
kak 1 COVID-19, xiroueByto poJib UTPAIOT aTbTePHATHUB-
HbIe TIYTU aKTUBAIlMA KOMIUIEMEHTA, YTO TTOATBEPXKIACT
OOIITHOCTh UX MATO(MU3MOJIOTUIECKUX MeXaHU3MOB [15].
B 10 xe Bpemst y mauuneHtoB ¢ AHLIA-accouumpoBaH-
HBIM BacKYJMTOM Hapymaetcss (pUOPUHOIUTUIECKAs
aKTUBHOCTh CBIBOPOTKM KpoBHU [16].

B nocnenHee Bpems mosiBiisieTcs Bce OOJIbIIEe JaHHbBIX
o ToM, uTo nmHpekuss SARS-CoV-2 MoXeT OBITb TpUT-
repoM [JIsi CUCTEMHOTO BacKyJIUTa W JIPYTUX ayTOUM-
MYHHBIX 3a0oeBaHuil [17—21]. MexaHuU3Mbl, KOTOpbIE
MOTYT WHULIMMPOBATH ayTOMMMYHHBIE PeaKIMU ITOCie
3apaxeHnst SARS-CoV-2, pasHooOpa3HBI U BKJTIOYAIOT,
MOMUMO MOJIEKYJISIPHO MUMUMKPUM, TIEPCUCTEHIIUHA
BUpyca oOpa3oBaHME HEUTPOGUIBHBIX BHEKJIETOYHBIX
nosymiek — NET [22].

B cratee Tugba Izci Duran u coasr. (2021) [23] npen-
cTraBieHa cepus KianHndecknx ciaydaeB AHIIA-accoum-
MPOBAaHHOTO BACKYJIMTa C JAe0I0TOM 3a00JIeBaHUS TIOCIIE
nepeHecenHoro COVID-19. ¥V Bcex manmeHTOB OTMe-
Yyajioch MOpakeHue TMoYeK Io TUITY TIoMepyloHedpuTa
¢ monynyHusimu. Tepanus, 3amemiaroiiasi (QyHKIIMIO
o4JeK, TpeboBaach 2 ImalreHTaM.

B 0630pe S. Ozcan u coast. (2022) [24] cooOia-
ercst o 20 cayvasix mposiBieHust cBsizu Mexay AHILIA-
accounupoBaHHBIM Backyautom u COVID-19 (50%
MY>XYUHBI, CpemqHnil Bo3pacT 46 ner). Y 12 mauueHTOB
COVID-19 u BackyauT MaHUMECTUpPOBaIM OTHOBpE-
MEHHO, Y OCTAJIbHBIX BACKYJIUT pa3BuJjcs yepe3 1—6 mec.
B 14 cnyyasx Obuta BBITIOJTHEHA OWOIICUS TTOYKU:
HedpuT ¢ MONYyAYHUSAMU (CEpIIOBUAHBIE TTOpaXe-
HUST), CEPIOBUIHO-HEKPOTUYECKUE U HEKPOTU3UPYIO-
IIMe MopaXkKeHUsl TMarHOCTUPOBAaHKI B 6, 3 U 2 cirydyasx
COOTBETCTBEHHO. JIJIs JIeYeHUST NCTIOIb30BAIMCH METUJI-
MPEeIHNU30JI0H B BUIe MOHOTEPATUU I B KOMOWHAIIUN
¢ puTykKcumaboM, mukiodgochamMmuaoMm, ImazMadepe-
30M M BHYTPMBEHHBIM BBeICHHEM HMMMYHOIJIOOYIMHA.
W3 20 mamueHToB BRKWIM 18, HO 2 HYXAQJIUCh B Tepa-
UM, 3aMelIaoNeil GyHKIINIO TTouek [24].

Jnarnoctuka AHIIA-accoummnpoBaHHOTO BacKyanuTa
MOXeT OBITh CJIOXKHOM 3amaveii y marmeHToB ¢ COVID-19,
MOCKOJIBKY KIWHUYECKWEe W WHCTPYMEHTAIbHBIE TIPU-
3HaKu 3a00JieBaHWI MMEIT MHOro obouero [25-27].
Tlopaxenue nerkux BcTpedaetcss kak npu AHIIA-
accolMMpoOBaHHOM Backyiaurte, Tak u npu COVID-19.
IIpu COVID-19 [1OMMHMPYIOLIMM  PagloOoOrnye-
CKMM TIpOSIBJIEHMEM 3a00JieBaHUSI CUMTAIOTCSI MHOTO-
OYyaroBble  JIBYyCTOPOHHME  TIOMYTHEHUsI  JIETOYHOM
MapeHXUMbl IO THUITy <«MaTOBOTO CTeKjia» W Hajlu-
yue YIUIOTHEHW, KOTOpbIe MOTYT COMPOBOXIATHCS
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TUIeBPaJIbHBIM BBITTOTOM U 0Opa3oBaHuEM TojocTeit [28].
ITpu AHLIA-accolmupoBaHHBIX BaCKyJIUTaX MepBUYHOE
MopakeHue JIETKUX WM3-3a aJbBEOJIIPHBIX TeMOpparuii
HarlOMUHAET HeCMeuPUIecKyl0 WHTEPCTUIINATBHYIO
IMTHEBMOHMIO WJIM TISITHA TIO TUITy «MaTOBOTO CTEKJIa»,
yto umutupyer COVID-19. Bo3amoxxHO, ceponornyeckue
TECTBI U KJIMHUYECKUE TaHHbIE, MOTYT TTOMOYb OTJINYUTh
nHpekunio SARS-CoV-2 or nepBUYHOTO CHUCTEMHOTO
BackysmTa [29].

IMomuMo TIOpaskeHUs JIETKUX, TTOSIBICHUE TPU3HA-
KOB BOBJIEYEHUSI APYTUX OPTaHOB U CUCTEM, B YaCTHO-
CTU HAJIMYME OCTPOTO MOBPEXKIECHUS MOYEK, MOXET CBU-
nereabcTBOBaTh B Toib3dy AHIIA-acconmmnpoBaHHOTO
BackyuTa. OgHako Bbicokas (10 50%) yacToTa OCTpPOro
MOBPEXICHUST TIOYEeK Y TAlMEeHTOB, TOCTUTAIM3UPO-
BaHHBIX 110 TToBoy SARS-CoV-2, cHMXaeT nuarHocTu-
yeckyw 3HayumMmocTh 3Toro kKputepus [30]. TTosatomy
cJeIyeT TIIATeIbHO OLIEHWBATh ocamoK mouu. Hammuwne
MHMKpOTEMaTypuu M CYOHE(POTUUECKON TMPOTEeMHYPUU
JUTUTEIBHOCTBIO OT HECKOJIBKUX JHEW 0 HECKOJIbKUX
MecsIIIeB B COYETAHUU CO CHIKEHMEM (DYHKIMM MOYeK
U apTepUaIbHOM TUTIEPTOHWEN TIPEACTABISIET TUITUIHYIO
KapTUHY OBICTPO TIPOTrPECCUPYIOIIEro TIoMepyJIoHed-
pura npu AHLIA-accouuupoBanHoM Backyaute [31].

IMammenter ¢ AHIIA-accomumpoBaHHBIMM  BacKy-
JIUTaMU Takxke MMeroT Bbicokue ypoBHU NET, kotopbie
conepXar MpoBOCIaUTEIbHbIE OEJIK1, HEMOCPEACTBEHHO
CITOCOOCTBYIOIIIME  Pa3BUTHIO  BaCKyJIMTa,  BBI3BIBAsI
MTOBPEXIEHNE OHIOTCIUATbHBIX KIETOK, aKTUBUPYS
CHUCTeMYy KOMILJIEMEHTA U OTOCPEIOBAaHHOE TTPOU3BOICTBO
aHTUTEN K ITpoTenHa3e-3 1 Muenonepokcuaase |32, 33].

B onHOM U3 HemaBHUX 0030pOB OmucaHbl 36 aereit
¢ BackyuToM, accouurpoBaHHbiM ¢ COVID-19 (cpen-
Huii Bo3pacT 13 siet), npuuem y 5 u3 Hux umencst AHLIA-
acCOUMUPOBAHHBIN BacKyiauT. Hawmbonee dYacTbIMU
MPOSIBICHUSIMA BaCKyJIUTa OBIIM TOpaXeHUsT KOXU,
U JIETKUX, peXe — ToueK. BOJBIIMHCTBO TAlMEeHTOB
MTOJIyYau KOPTUKOCTEPOUIBI U MMMYHOCYITPECCUBHBIE
npemnapaTbl. Pemuccus 6buTa JOCTUTHYTA Y 4 TTAIEHTOB,
onuH ymMmep. Y 4 BacKyJIUT pa3BuJiics yepes 1—3 mec nocie
TepeHeCEeHHO KOPOHABUPYCHOI MH(MEKIINU, TTPU 3TOM
ee TSKeCTh He MMeJia 3HadyeHus | 34].

B omvom cnyyae AHILIA-accoumumpoBaHHBIN BacKy-
JIUT OBbLT IUATHOCTUPOBAH OJHOBPEMEHHO ¢ MH(EKIIUEH.
Panee 3mopoBoMy MOAPOCTKY OBLT TOCTaBJIEH AWMArHO3
MHEeBMOHUU, accouuupoBaHHoit ¢ COVID-19, mocne
TTOSIBJICHUSI JIMXOPAAKW, Kallisl, 3aJOXEeHHOCTH Hoca
W ONBIIIKA M TIOJNOXUTEIbHBIX TecToB Ha COVID-19.
Bo Bpemst o6ocTpeHust 601e3HM y HETO ObLTA OOHAPYKEHBI
JIeTOUHBIe y3ibl, He TunmuHble 111 COVID-19. JanbHeii-
mee oOcienoBaHVe BBISIBUJIO TTOBBIIIEHUE YPOBHSI Map-
KepOB BOCTIAJICHUsI, OTPUIATEIbHBIN TECT Ha MH(MEKIINIO
U TIOJIOXUTETbHBI Ha aHTUHEWTPOMWIBHBIE IIUTOILIA3-
Mmatumdeckure antutena [35]. Eme omHo cxomHoe Habmone-
HMe KacaeTcs 17-JIeTHETO TOAPOCTKA, IepeHECIIIero IMHEB-
MoOHMI0, acconuupoBaHHyto ¢ COVID-19, y koroporo
yepes3 2 MeC BaCKYJIUT Ie0I0TUPOBAJI C OCTPOTO TTOBPEXIE-

KJINMHUYECKUE CJTYHAU

HUS TI0YeK 1 T PY3HOTO aTbBEOTISIPHOTO KPOBOTEUEHUSI.
IMpoBeneHHast B maibHeMIIeM OUOTICHS TTOYeK BBISBUIIA
HEKPOTU3UPYIOLINIA TTIoMepyIoHedpuT [36].

B uenrom xnmmuanyeckas kaptuaa AHILIA-accomumpo-
BaHHBIX BacKyJMUTOB, cBsi3aHHbIX ¢ COVID-19 y nereii,
He OTJIMYasiach OT TAKOBO 0€3 KOpOHABUPYCHOI MH(EK-
muu [37—40]. Knunnueckue niposisneHusi AHILIA-acco-
LIMUPOBAHHOTO BACKYJIUTA ONPEAEIITIOTCS TUTIOM, KaTu-
OGpoM, JJOKaT3alrei MopaXkeHHbBIX COCYI0B U TSKECThIO
MMMYHOBOCTAIUTENIbHBIX U3MeHeHu [41]. T1pu mukpo-
CKOTNTMYECKOM TIOJIMAaHTHUTE Y JeTeil B TPOIECC BOBJIE-
KalOTCS JIETOUHbIE Y TIOUE€YHbIE apTepUOJIbl, KATTWJIISPBI
¥ BEHYJIBI, YTO TIPUBOAUT K Pa3BUTUIO HEKPOTUZUPYIO-
IIETO TJIOMEpPYJOHEe(MPUTA U TeMOPPATMUECKOTO aJTbBEO-
quta. [lpy monmaHTMUTE ¢ TpaHyJIeMaTo30M Ipoliecc,
KakK TIpaBUJIO, IEeOIOTUPYET C TPaHyJIeMaTO3HOTO BOCTa-
JIEHUST BEPXHUX IbIXaTeJbHBIX MyTeil, TIa3HUIIbI U Cpell-
HEro yxa, a JIMIIb 3aTeM pacIpoCTpaHsIeTCsl Ha JIeTKHe
n mouku [42]. AHLIA-accommnpoBaHHbBIE BaCKYJIUThI
COTTPOBOXAAIOTCS BBICOKOM 1ab0paTOPHOI aKTUBHOCTHIO
¥ CKJIOHHOCTBIO K TPOM0O00Opa30BaHUIO.

B Hacrosiiiee BpeMsT He BBI3BIBA€T COMHEHMI HaIH-
yye B3aUMOCBS3M MEXIy WMMYHHBIM BOCIaJIEHHEM
1 TpoMOO30M U3-3a OOIIMX MATOOU3UMOJIOTUIECKUX
MEXaHU3MOB, TTPUYEM CPeIU BCEX UMMYHOBOCTIAIUTETb-
HBIX 3a00JIeBaHUii, COTPOBOXIAIOIIUXCS Pa3BUTHUEM
TPOMOO30B, CUCTEMHBIE BACKYJIMTHI 3aHUMAIOT JOMWHU-
pyloliee ToloxkeHue. PacmpocTpaHeHHOCTh BEHO3HBIX
TpoM6030B nipu AHIIA-Backynurtax kosebaercs: oT 5,8
no 30,0% [43]. Bonee Toro, mpokoaryJsiHTHOE COCTO-
sstHUe XapakTtepHo st 6oinbHbIX AHIIA-Backynmuramu
U B COCTOSIHUM PEMUCCHH; BO3MOXHO, 3TO OTpaxkaeT
TeHETUYECKYIO MPEAPACTIONOXEHHOCTh K Pa3BUTHIO TaH-
HBIX 3a00yieBanuit [44].

IMpencraBisieM COOGCTBEHHOE KIMHUYECKOE HaOJIIO-
nenue naureHta ¢ AHILIA-accolmnpoBaHHBIM BacKyu-
TOM, Ie0IOTUPOBABIINM TTOC]Ie KOPOHABUPYCHOM MH(pEK-
LIMU U OCJIOKHEHHOTO PEUMANBUPYIOIINM TPOMOO30M.

Knunanyeckuii ciywaii. Manbuuk A., 17 jeT, mocry-
mat B JIeTCKyI0 pecnyOMKaHCKYI0 KIIMHUYECKYIO 00JTb-
Huiy Capancka 29.03.2022 r. ¢ xajmobamu Ha OOIIyIO
¢71ab0CTh, TOIIHOTY, MEepUOANYEecKre OO B CyCTaBax,
MOSICHUYHOM 00J1acTH.

U3 anamnesa xncusnu: pedbEHOK OT TEepBOil OepeMeH-
HOCTH, TIEPBBIX CPOUHBIX poaoOB ¢ Maccoit Ttena 3900 r,
poctom 52 cwm. Ilepuon HOBOPOXIEHHOCTU TIPOTEKas
0e3 ocobeHHocTei, 10 1 roga OblT Ha TPYTHOM BCKapMJIM-
BaHWU. BakIIMHMUpOBaH MO BO3PACTy, U3 MEPEHECEHHBIX
3a00JIeBaHUI — BeTpsIHasl OCIa, OCTPhIE pecrupaTop-
Hble BUpYCHbIe MHpeKIKu. Habmonaercs anieprojiorom
10 TIOBOJY OPOHXMAIBHON acTMBI (aTOMMYecKasl, JETKOe
MepCUCTUpYIOIee TeueHue). Y OTla MOJTUKUCTO3 TTOYeK,
HACJIe/ICTBEHHOCTh IO 3a00JIeBAHUSM CHCTEMBI TeMO-
cTa3a He OTATOIIeHa.

Anamues 3aboneéanus. PebeHok 6oseH ¢ 26.04.2021 r.,
Koraa mocyie KoHtakTta ¢ 6ojabHBIM ¢ COVID-19 mnosiBu-
JINCH TIOBBIIIEHNE TEMIIEPATYPHI Tejla 10 Cyo(heOpIbLHOM,
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banvikosa JI.A. u coaem. AHLIA-accoumpoBaHHbI BACKYJIUT C peLIMAMBUPYIOIIMM TPOMOO30M Y MOAPOCTKA MOC/IE HOBOI KOPOHABUPYCHOI MH(EKIIMN

Kamresib. 3a MEIMIIMHCKOM ITOMOINBIO He oOpaliajics.
11.05.21 mosiBUIMCHL 0OMM B KOJEHHBIX, TOJEHOCTOII-
HBIX, JIy4e3arsICTHBIX, JIOKTEBBIX U TUIEYEBBIX CycTaBax.
K 17.05.21 B cBa3m mnpucoequHeHnueM (edpuanTeTa
1o 39,0 °C, BbIpakeHHOI CJIA0OCTU, OIBIIIKU, YCUTICHUS
apTpaJITMii MaJIbYMK ObIT TOCITMTAIM3UPOBAH C AUATHO-
30M «KopoHaBupycHasi uHpexkuuss COVID-19 (Bupyc
He WIeHTUUUMPOBaH), cpenHeTsokenast ¢dopma. JIBy-
CTOPOHHSSI TOJMCerMeHTapHass ITHEBMOHMS (Topake-
HUe JleTOuHOW TKaHu 28%). PeakTuBHasi apTpoIaTust
HeyTouHeHHas». Yepes 8 mHeil B CBSI3U C TIOSIBJICHUEM
OoJieit B MpaBoOii MOIB3IOITHON 00JIaCTH, KaIlnuieoOpas-
Horo cryja 2—3 pasa B JIeHb C TI0JI03pEHUEM Ha OCTPYIO
XUPYPrUYecKyl MaTojoruto TiepeBeneH B Pecry0mu-
KaHCKyI0 KiauHW4Yeckyio OonpHuiy wmMm. C.B. Kar-
KOBa, THe Haxomwics B TedeHue 38 mHeit. Xupyprude-
cKas TIaToJIoTUsl ObLIa MCKIIIOYEHa, HO COXPaHSIUCh
SIBJIEHUsI KoJinuTa, (eOpuauTer, olpaliajo BHUMaHUE
MOSIBJICHNE CHIMIM Ha TYJOBUIIE WM KOHEYHOCTSX, KOHb-
IOHKTMBWTA, XeiauTa, Jjeiikounrtosa (43,0-10°/m), yse-
mmaenne COD (54 mm/4), reMaTypun (3pUTPOLUTHI 60
B moJie 3peHus), rporenHypuu (0,495 r/m), MoBbILIEHUS
YPOBHST MOUEBUHBI (8,6 MMOJb/1), KpeatmHuHa (147
Mmmonib/i), C-peaktuBHoro Oenka (142 t/m), deppu-
tuHa (171,3 Hr/mum), naktatmeruporeHassl (426 em/nm),
D-numepa (3414 wur/min), ¢dudpuHoreHa (3900 wmr/m).
B Tepanuu mosyyan mecanasvH, METPOHMIA30J1, JAeKca-
METa30H, BHOKCamapuH, CUMIITOMATUYECKYIO Teparuio.
PebeHok ObUT KOHCYJIBTMPOBAH AETCKUM KapauoJo-
roMm, Hedposorom. Ha ocHoBanum nmxopaaku >38 °C
B TeyeHue >24 4, 1abopaTOpHO TOATBEPKIEHHOTO BOC-
MajJieHusT — TOBBIIIeHUe YpoBHel C-peakKTMBHOTO OejTKa,
¢ubpuHoreHa, D-nmumepa, deppuTrHa, JTaKTaTAECTUAPO-
reHasbl, HEeUTpO(WJIHHOTO JIEMKOIUTO3a, YBEJIUYECHUE
COD, — cornacHo kputepusiMm LleHTpa mpodunakTuKu
n KoHTpoJis 3aboneBanuii CDC, CILA, Bbicka3aHO TIpen-
MOJIOXKEHUE O TEUSHUH MYJbTUCUCTEMHOTO BOCTIAJTUTEITb-
HOTO CHMHJpPOMa, acCOIMUPOBAHHOTO C HOBOW KOpOHa-
BUPYCHOI MHMEKIMEN, 0qHAKO JIeYalllMMK TeparieBTaMu
JIAaHHBII IMarHO3 He ObUT BHICTABJICH M Teparusl He KOp-
puruponajnach [45]. Ha ¢oHe crabuimmuzaimyi COCTOSTHUS
MOSIBWJTUCH OOJIA B JIEBOW HUKHENH KOHEUHOCTH, TUATHO-
CTHpPOBaH TPOMOO3 IITyOOKMX BEH, K JICUEHUIO 100aBeH
HedpaKIIMOHUPOBaHHBIN rernaprH B 1o3e 800—1200 ME/u
IO/ KOHTPOJIEM aKTUBUPOBAHHOTO YAaCTMYHOTO TPOMOO-
mactTuHoBoro BpemeHu (AUYTB).

BrhImicaH ¢ KIIMHUTYECKUM YIydIIeHUEM: HOpMaTbHasT
TeMIlepaTypa TeJia, OTCYTCTBYIOT OIBIIIKA, OTEK! U CHITIb,
C-peakTUBHBIN OeJOK B TMpeaesaX HOPMBI, TIO JaHHBIM
IYTJIEKCHOTO CKAHWUPOBAHUS BEH HIKHUX KOHEYHO-
cTeil oTMevasjach HauyajibHasl peKaHaJlM3aiuys TpoMOOB
MMOBEPXHOCTHBIX U TJIYOOKUX BEH JICBOM HUKHEH KOHEY-
HocTh. AMOYJIaTOPHO TIPUHUMAJ pUBapoKcadaH U TeH-
TOKCU(DUIINH.

B manmbHeiimeM B CBSI3U ¢ COXpaHEHWEM TIEPHOANYE-
CKHUX OoJiell B KMBOTE, Pa3kKMKEHHOTO CTyja, YBEJIUYeH-
Hoit COD (18—22 MM/4) MaJbuMK TOCHMUTAIM3UPOBAH

B JleTckyto pecryOIMKaHCKYI KIMHUYECKYIO OOJbHMILY,
rme ¢ 6 mo 13 oxkrsa6pst 2021 . Ha OCHOBAHUU JAHHBIX
KOJIOHOCKOITUM BOCITAJIUTEIbHbIE 3a00JIeBaHUST KUIIIEY-
HUKa ObUIM HCKIIoUueHBI. Kpome Toro, ObUT MCKITIOUEH
aHTU(HOCHOTUTTUIHBIN CUHAPOM, HO BBISIBIICHBI aHTUHE -
TpoUJIbHbIC ITUTOTUIa3MaTYecKue anturena (4,9 EJ1).

Ilo akctpeHHbIM mokazaHusiM 14.01.22 pebeHOK
TOCTIMTAJIM3UPOBAH B XMPYPrUYECKOE OTACICHUE B CBSI3U
¢ TosiBJieHeM 00Jiv, oTeKka, MoOJIeTHEHUS JIEBOI BepX-
Hell KOHEYHOCTU (KUCTU W Tpearuiedbs). JumarHoctu-
poBaH TpoOMOO3 TJYOOKMX M TIOJAKOXHBIX BEH JIeBOK
BEPXHEW KOHEYHOCTHU: MOIKIIOUYAYHOMU, MOAMBIIIIEYHON,
TIeYeBOM U MeAUAIbLHOM TMONKOXHOU BeH. [1pu obcne-
noBaHUU BbIsiBJIeHO yBeauueHre COD (29 MM/4), ypoBHSI
¢ubpunorena (3650 mr/m), D-mumepa (1845 Hr/mi).
IIpoBeneHa Tepanus HebpaKIMOHUPOBAHHBIM TeTa-
puHOM. JIoCTUTHYTa YacTWYHAsT peKaHaJIu3alus TPOM-
60B. [lo pesynbraram MOJIEKYJISIPHO-TEHETUYECKOTO
HCCcenoBaHus BBISIBIEHBI TToauMmopbusmel (FI13, FGB,
ITGA2, PAI-1), accollmupoBaHHbIE C PUCKOM pa3BU-
TUSI TPOMOOAMOOIMUECKO# Gosie3HU. BuinmucaH B yn1oB-
JIETBOPUTEILHOM COCTOSIHUM C JIMAarHO30M: OCTPbIit
TpOMOO03 TITyOOKMX M MOMKOXHBIX BEH JIEBOM BepXHEN
KOHEYHOCTU — TIOIKJIIOYUIHOMN, TOAMBIIIECYHOM, TIie-
yeBOW M MenuajbHON TIOAKOXHOW BeH. PexkomeHna-
LIUU TIPHU BBITTUCKE — TIPOIOJIKUTh aHTUKOATYJISTHTHYIO
Tepanuio (puBapokcabaH 15 mr/cyTt B TeueHue 14 qHeid,
3aTeM 1o 20 Mr/CyT JJIUTETBHO).

Yepes 2 Helm MaJIbYMK ObLI CHOBA TOCIUTAIM3UPOBAH
B MH(pEKIMOHHOEe oTneeHne eTcKoi peciyOIMKaHCKOM
KJIMHUYECKOM OOJIbHUIIBI B CBSI3U C CyO(eOpUIuTeTOM,
MOSIBJICHUEM KalllIsl, OMBIIIKHK, CJIa0OCTH, TO JaHHBIM
KOMIIBIOTEPHOI TOMOTpachvy OPraHOB TPYIHOW KIIETKU
uMesiach  KapTWHA  JBYCTOPOHHEH  MOJIMcerMeHTap-
HOI TTHEBMOHMM, BEPOSITHO BHUpYCHOI (cripaBa — 25%,
cieBa — 30%). Ma3ok M3 3¢Ba M HOCOTJIOTKM METOIOM
TTLP Ha SARS-COV-2 — nosnoxurenbHbIi. B 001iem aHa-
JIM3e KPOBU OTMevaiach aHeMusI (TeMorioouH 76—82 1/1),
D-numep coctaBun 1100—2500 Hr/mia, B oOliem aHa-
Jm3e Moun — reMaTypust, ipoternypust (0,09—0,498 r/m).
Ha ocHOBaHMM KIVHWYECKOM KapTUHBI W pe3yJIbTa-
TOB OOC/IEIOBaHUs JIMAarHOCTUpPOBAaHA KOPOHABUPYC-
Hast wuHpekuuss COVID-19 (Bupyc wuneHTHDULIMPO-
BaH), TsDKelloe TeueHue. BHeOOoNMbHUYHAST TBYCTOPOHHSISI
noncerMeHTapHast mHeBMoHusT (KT-2, cripaBa — 25%,
cieBa — 30%), BbICOKast BEPOSITHOCTb BUPYCHOM, B TOM
yucie COVID-19. Tpom603 11y00KUX U MOAKOXKHBIX BEH
JIEBOM BepXHEW KOHEUHOCTH — TONKIIOUMYHOM, TTOIMBI-
IIEYHOM, TIJIEYeBON Y METUATBHOM TTOIKOXHBIX BEH B CTa-
MY 4YaCTUYHO peKoHBajecueHunu. Ha ¢oHe mpoTuBo-
BUPYCHOI (¢haBUMUMpPaBUp 1O cxeme B TeueHue 10 mgHeit,
uHTepdepoH anbda-2f3 mo 3 kariM B KaXIblii HOCOBOIA
X0l B TeyeHue 14 nHeit), aHTUOAKTepUaIbHON (BAHKOMU-
muH 500 Mr 4 paza B CyTKM B TeueHUe 7 ITHEil), TIIHOKOp-
TUKOUIHOM Tepamuu (nekcameTa3oH 8 MTI/CyT), aHTUKO-
arynssHTHO# Tepanuu (rermmapuH 200 EJI/kr/cyr — 3atem
HU3KOMOJIEKYJISIPHBIM TelMapyuH DHOKCATlapyuH HaTpus,
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3aTeM puBapokcabaH) TemriepaTypa Tejla HOpMan30Ba-
Jlach, BBITTMCAH C OUArHO30M: KOPOHABUPYCHas MHGbEK-
mst COVID-19 (Bupyc wuneHTUGhUIIMPOBAH), TKEI0e
TeyeHue. OcoXHEHWE: BHEOOJIbHUYHAS JIBYCTOPOHHSISI
nonvcerMeHTapHasi mHeBMoHMst (KT-2), Bbicokast Bepo-
SITHOCTh BUpycHoi, B ToM uucie COVID-19. Comyr-
CTBYIOIIIMIA: TPOMOO3 TJTyOOKHMX M TTOAKOKHBIX BEH JIEBOW
BEpPXHEl KOHEYHOCTU — TMONKIIOYUYHON, MOAMbIIIEY-
HOM, TIJICUEBOM 1 MeIUATBHOM ITOIKOXKHOM BEH, B CTaIUN
YacTUYHOM pekaHanmm3auuu. Hedput, accoummpoBaHHBI
¢ COVID-19. Octpoe noBpexaeHne IToYeK, PeKOHBAJIEC-
1eHT. Hocurenb reHeTM4ecKUX MOIMMOPGU3MOB, acco-
LIMMPOBAHHBIX C PUCKOM Pa3BUTHS TPOMOOIMOOTNIECKOM
6one3Hu. Ilocne BBIMMCKM M3 CTallMOHApa B aHaIM3ax
MOYM COXpaHsSTMCh TipoTenHypus 2,4—2,89 r/cyT, 3puTpo-
MTYpHst OT 22—25 10 GONBIIIOrO KOJIMYECTBA B TOJIE 3pe-
Hust, yBennueHne COD (35 mm/4). B cBs13u ¢ atum 29.03.22
TOCTIUTAJIM3MPOBaH B Heposaornueckoe otaesieHue B et-
CKOH pecIyO0IMKaHCKOU KITMHUIEeCKOM OOJIbHULIBI.

IIpn ocMoOTpe cOCTOsTHME CpemHeil CTeNmeHW TsKe-
cTU. BBIpakeHBI CHUMNTOMBI MHTOKCHMKALMU. KoXHbIE
MTOKPOBBI OJIEAHBIE C 3eMJIMCTBIM OTTEHKOM, B 00Ja-
CTU JINIA, CITUHBI OTMEYAETCST CHIMb MO TUITY YTPEBOIA.
B nerkux knamHuyecku Oe3 maronoruu. Yuciao npixa-
Huii 17/MuH. JIaHHBIX, MOATBEPXKAAMOIINX TOPAXKEHNE
CepAeYHO-COCYIUCTON CUCTEMBbI, Ha MOMEHT OCMOTpa
HeT. YacroTa cepaevyHbIX cOKpalleHuil 84/MuH, apTe-
puanbHoe nasiaenue 130/80 mwm pr.cT. [epudeprnuecknx
OTEKOB HeT. B KIIMHWYECKMX aHalIM3aXx MOYM U KPOBH:
nporeuHypust 2,95 r/a (2,29 rt/cyT), 3pUTPOLUTYPUS
28—30 B n/3penHus, anemusi — Hb 93 r/n, yBennueHue
COD (33 mm/4). B Ouoxumumyeckux TecTax: TUIEp-

¢ubpunoreHemusi — 4300 Mr/a, MOBBIIIEHUE YPOBHS
D-aumepa mo 1770 Hr/mir, MOYEBUHBI 10 6,8 MMOJIb/J,
kpeatuHuHa — 10 100 MKMOJb/1. AHTHHYKJIEapHbIe

aHTUTENNa, aHTUTeNa K KapaIUOJUIMHY He OOHApyKEeHBI.
Ilo maHHBIM yJIBTPA3BYKOBOTO WCCIIEIOBAHUS TOYEK
W MOYEBOTO TTy3bIPs TTATOJIOTUU HE BBISBJICHO; TIPU 1IBE-
TOBOM JIYIIJIEKCHOM CKaHWPOBAaHWM MTOYEK OMPEeSIUCh
MPU3HAKM BPOXIACHHON aHOMaJuW pa3BUTHS (100aBOY-
HbIE TTIOYEUYHbIE apTeprUM ¢ 00eUX CTOPOH), Ha MEXIO0Je-
BBIX TTOYEUHBIX apTEPUSIX «MO3aUIHOCTh» MHAEKCA PE3U-
CTEHTHOCTH OT HOPMbI IO YMEPEHHOTO CHUKEHMUSI.

Ha 3-ii neHp rocnuranu3aluyi Majab4uK CTaj Xajlo-
BaTbcsl Ha 0O0NM B 00JACTU JIEBOTO TOJIEHOCTOITHOTO
cycraBa, Ha 4-i1 IeHb MOSIBWJIMCH €r0 OTEUHOCTh U TUTIe-
pemusi, TOBBIIIEHUE Temreparypsl Tena o 37,9 °C,
ypoBHsI C-peakTuBHOTO Oesika 21,8 Mr/i, mpu yasTpasBy-
KOBOM MCCJIeJOBAaHUHY CYCTaBa BbISIBJIECHBI TTPU3HAKU TEH-
IOBarMHWTA U OTeKa MSTKUX TKaHEe# JIEBOTO TOJIEHOCTOI-
Horo cycraBa. OcMOTpeH BpayeOHBIM KOHCUJIUYMOM.
B cBs3M ¢ coueTaHrueM MOYEBOTO CUHApOMa (MIPOTEUHY-
pusi, MUKpOTreMaTypusi) C apTPUTOM JIEBOTO TOJIEHOCTOTI -
HOTO CyCTaBa, BBICHITTAHUSIMU, HATTOMUHAIOIIMMU aKHe,
Ha Hapy>XHOW ITOBEPXHOCTHU Tuleya ¢ 0OOeMX CTOPOH,
aHemueit, nopsiieHueM COD, ypoBHsS C-peaKTUBHOTO
oenka, D-mumepa, ¢pubpuHOreHa, HaIM4MeM aHTUHEN-

KJINMHUYECKUE CJTYHAU

TPOGUIBHBIX LIUTOIJIA3MAaTUYECKUX AHTUTENT B aHAMHe3¢e
BBICKA3aHO TPEIIOJI0XEeHNEe O HEOOXOAMMOCTH MCKITIO-
yeHust cucremHoro Backynuta (AHILIA-accolmmupoBaH-
HOTO) U npyrux 1uddy3HbIX 3a001€BaHU COEAUHUTEb-
Hoii TKaHu. [TpomoKeHbl aHTUKOATYJISTHTHAST Teparusi,
HECTepPOUIHbIE  IMPOTUBOBOCIIAJIUTE/IbHbIE  CPEJICTBa,
¢ He(bpOIIPOTEKTUBHOM 1IEJIbI0 HA3HAUYEeH SHAIATPuII.

Ha 8-ii meHb mpeObIBaHUSI B CTalLlMOHApe ITOSIBU-
Jlach  OTE€YHOCTb JIEBOTO JIy4ye3allsICTHOTO  CyCTaBa
W JIEBOTO TMPEIIeybsi, CTaJl OECIIOKOUTh CyXOil KallleJb.
ITo pe3ynbTaTam 1IBETOBOTO AYIIJIEKCHOTO CKAHUPOBAHUS
BEH BEPXHUX KOHEYHOCTEM BBISIBJIEHBI MPU3HAKKU TPOM-
003a BeH JIeBOI BepXHEl KOHEYHOCTH (TIOAKITIOUUYHOM,
MOAMBIIIIEYHOI) B CTAAUU YaCTMYHOM peKaHaIW3alluu,
OTeK MSITKMX TKaHEeW BOKPYT JIyde3arsiCTHOTO CycTaBa.
ITo maHHBIM KOAaryJorpaMMbl OTMEYajioCch TOBBIIIEHUE
comepkaHus paCTBOPUMBIX (hMOPUH-MOHOMEPHBIX KOM-
rutekcoB 10 23,0 mxr/100 mst u D-numepa no 1470 Hr/mut.
IIpoBeneHa aynmmOKOHCYJIbTALIUS C COCYIUCTBIM XUPYp-
TOM, HavaTa Tepanusi HepaKIIMOHUPOBAHHBIM TeTrapu-
HoMm (1000 ME/4 non kxontposem AYTB). O6HapykeHbI
IgG x mporeunase-3 (15,2 en/mit), ypoBeHb KpeaTUHUHA
B AMHAMUKE cocTaBwi 127 MKMOJIb/JI, IO JAHHBIM KOM-
MBIOTEPHOM TOMOTpadu OPraHOB IPYIHOM KJIETKU AUar-
HOCTMpOBaHa KapTWHaA JBYCTOPOHHEN TIOJMCEerMeH-
TapHOW KoHcoiumanuu (nuddepeHuInpoBaTh BACKYJIUT
U OPraHU3YIOIIYIOCS THEBMOHMUIO).

TToBTOPHO OCMOTPEH KOHCUJIMYMOM Bpaueil, BHICTaB-
neH auarHo3 AHIIA-accounupoBaHHBIN CUCTEMHBIN
BAaCKyJUT C TIOpakeHWEeM TIOYeK M JIETKUX (BEepOosiT-
HBI  MMKPOCKOITMYECKUI  TMOJMAHTUUT). [IpuHSTO
pellleHrue O TPOBEACHUM 3 WH(GY3UI METUITPETHN30-
JioHa B pexume myiabc-Tepanuu (1000 Mr) c mepexo-
JIOM Ha TIpYWeM TIPETHU30JIOHA per os B mo3e 60 mr/cyT
(1 Mr/xr/cyT n 3 uHdy3uii nukiaodochana 750 Mr BHY-
TPUBEHHO KarleJibHO ¢ MHTepBajioMm 2 Hex). Ha 3—5-it
JIeHb JIEUECHMS TTOSIBUIIACh TeHACHINS K cHIKeHnto COD
(38—20 mm/4), ypoBHs1 C-peakTuBHOro Oenka (38,5—
6,5 Mr/m), kpeatnauHa (127—92 mMxMoinb/n), D-muMepa
(2375—2150 ur/mu). ITo maHHBIM CYTOYHOTO MOHUTO-
pPUPOBaHUS apTepUaNbHOTO NABJIEHUs BBISIBJICHA CTa-
OuJIbHAsI U30JIMPOBAHHASI CUCTOIMYECKasl apTeprasbHast
TUTIEPTOHUS B TEYEHUH CYTOK.

JanbHelmas Tepamus corjacoBaHa ¢ {Denepaib-
HeiMU TieHTpamu (PTAY «HMMWII 3mp0poBbst Aeteit»
MunszapaBa Poccun, ®T'BHY HUUP um. B.A. Haco-
HoBoii, PIKb ®TAOY BO PHUMY um. H.W. TTupo-
roBa MunsapaBa Poccuun). IlpomomkeHsl wuHDY3uU
nukiaodochaHa B pexkrMe MyJIbC-Teparuy ¢ MTHTepBaJIOM
3 Hen, yepe3 2 Hel TUTPOBAHUS O3Bl TerapuHa MepeBe-
JIeH Ha Teparuio PpakCUIapruHOM C TIEPEXOIOM Ha Mepo-
paibHBIN NpueM puBapokcabana (20 mr/cyr). JumTenb-
HOCTb TpYeMa MpeIHN30JI0HA B TIOJTHOM J103€ COCTaBUIIa
8 Hell ¢ moc/Ieay oMM MeUIEHHBIM CHIDKEHUEM J03bl.

B cBa3u ¢ pmoctmkeHmeM 18-71eTHEro Bo3pacTa
(26.06.22) maumMeHT OBLT TIepemaH sl JadbHEWIIEro
JIeYeHUs M HaOTIONEeHNS B JieueOHOE YIpeXKIeHNE B3POC-
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JIoit cetm ¢ pawarHo3oMm: ocHoBHOU — AHIIA-acco-
LIMUPOBAHHBIA CUCTEMHBIN BACKYJIWT C TOpaXkeHUeM
MoYeK, JIeTKUX, CYCTaBOB, KEIYAOUYHO-KHUIIEUHOTO
TpakTa (MMKPOCKOIMMYECKU TOMUaHTUNT). OCIoX-
HeHUe: TPOoMOO03 TIIYOOKMX M TIOIKOXHBIX BEH JIEBOU
BepXHE KOHEYHOCTU: TOIMBIIIEUHOM, TJIeYeBO, MO~
KJTIOUYMYHOUW, MEIWabHOW TOAKOXHOU BEH B CTaauU
pekaHamu3auu. OcTpoe MOBpeXAeHUE TOUeK B aHaM-
Hese. XpoHuyeckast 6osie3Hb nouek Il cranuu. Bropuu-
Hag apTepuaibHas rurnepToHus. 2KeezomepuiuTHAasT
aHeMmusT JieTKoil crerneHu. COIMyTCTBYIOIIUI: HOCUTENh
TEeHETUYECKUX  TOJIMMOP(MU3MOB,  aCCOIMUPOBAHHBIX
C PUCKOM pa3BUTHUSI TPOMOO3IMOOIMYECKOI OO0Ne3HU.
KucrosHoe o6pa3oBaHMe BepXHETo TMOJIOca JIeBOI
MOYKW. BpoxXneHHass aHOMalWsl pPa3BUTHUS: T00aBOY-
HbIe TIOYEUYHbIE apTepuu ¢ 00enx CTOpoH. PekoHBasec-
1eHT KopoHaBupycHoii wuHpexkuuu, COVID-19 (IgG
K SARS-CoV-2 446.25 BAU/ml ot 14.04.22).

J1o3a IpeIHM30JI0Ha Ha MOMEHT Tepexoia BO B3pOC-
JIyI0 ceTh cocTaBWiIa 56,25 MT/cyT, HOpMalIM30BaJIuCh
CODB, ypoBHu C-peaktuBHOro 6enka, D-mumepa, Kpe-
aTUHWHA, CYIIECTBEHHO YMEHBIIMJIAch BBIPaXKEHHOCTh
MPOTEMHYPUU, TeMaTypuu (IUHAMUKa JIabopaTOPHBIX
roKasareJieil mpeacTaBlieHa B TaOIUIIE).

0OO6cyxaeHue

HoBast xoponaBupycHast wuHpekuusgs COVID-19
y IeTeli TPOTEKAET C HeSIPKO BhIPAKEHHOM KITMHUYECKOM
CUMNTOMATUKOM M TIPEMMYIIIECTBEHHO B JIETKOM MU Gec-
CUMIITOMHOM (popmax. OmHAKO HE MCKIIOYEHBI Ciydau
TSKEJIOTO TeueHMsT 3a0oJieBaHUsI, a TakKXkKe pa3BUTHE
MYJIBTUCUCTEMHOIO BOCHAJIMTEILHOIO CUHApOMa [46].
Kpome Toro, obcyxknaercst TpurrepHasi pojib UH(pEKInu
B pa3BUTUU ayTOMMMYHHBIX 3a0ojeBaHuii [21]. B nipen-
CTaBJIEHHOM KJIIMHUYECKOM TMpUMepe OMMCAHO Pa3BUTHE
MMKPOCKOITUYECKOTO TTOJIMAaHTHUTA Y TIOAPOCTKA, Tepe-
HECIIIETO KOPOHABHPYCHYIO WH(eKIno. 3HAYNMOCTh
TPEeACTAaBJICHHOTO CITydast OTpeNesieTCs PEIKOCThIO BO3-
HUKHOBEHMS U JIe0I0TOM CHUCTEMHBIX BAaCKYJIMTOB, aCCO-
LIMUPOBAHHBIX C AHTMHEHUTPOMPUIBLHBIMU ILIUTOIIa3Ma-
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Kinmnnyeckuii cirydai TpexnpeacepaHoro cepamna

C.B. Typuesa', T.b. Kacoxos', U.I. I'yccoesa', A.M. bueaesa?, JI.C. Tyaesa’

'Pre0yY BO «CeBepo-OceTmHcKkas rocyaapcTBeHHas meguumHekas akagemus» Munagpasa Poccuun, Bnagukaskas, Poccus;
2IbY3 «PecnybnvkaHckas aetckas knmHuyeckas 6onbHuua» MuHsgpasa PCO-AnaHusa, Bnagukaskas, Poccus

Clinical Case of Cor Triatriatum

S.V. Turieva’, T.B. Kasokhov', I.G. Gussoeva', A. M. Bigaeva®, L.S. Tuaeva?

'"North-Ossetian State Medical Academy, Vladikavkaz, Russia;
?Republican Children’s Clinical Hospital, Vladikavkaz, Russia

TpexnpencepaHoe cepaune — KpaiiHe pelKHii BPOXKIEHHBbIN MOPOK Cepala, KOTOPbIi MMeeT XapaKTepHble MATHHTHO-PEe30HAHCHbIE
1 axokapauorpaduyeckne npusHaku. CI0KHOCTb TMATHOCTHKH 3aK/TI0YAETCS B OECCHMIITOMHOM KJIMHAYECKOM TEYEHHH, MOITOMY
CBOEBPEMEHHAs JMATHOCTHKA ¥ TePaNus IIOMOTYT OTCPOYMTH BO3MOKHbIE OCIOKHEHHST ¥ Y/IyJIINTh KAYECTBO JKNU3HH ITUX NANMEHTOB.

Karoueswte caosa: demu, epoxcdennvie nopoku cepouya, mpexnpedceponoe cepoue, 3XoKapouoepaghusi, MazHUMHO-pe30HAHCHAS MOMO-
epaghusi.

Ansa untnposauns: Typuesa C.B., Kacoxos T.b., [yccoeBa WU.TI., buraesa A.M., TyaeBa J1.C. KnuHuyeckuii ciy4ari TpexnpeacepaHoro cepa-
ua. Poc BecTH nepuHaron v neguatp 2023; 68:(6): 121-125. DOI: 10.21508/1027-4065-2023-68-6-121-125

Cor Triatriatum is utterly rare congenital heart disease, which has characteristic magnetic resonance and echocardiographic symp-
toms. Complexity of the diagnostics is an asymptomatic clinical flow, so timely diagnostics and therapy will help to defer possible
complications and improve the quality of the life of these patients.

Key words: children, congenital heart diseases, Cor Triatriatum, echocardiography, magnetic resonance imaging.
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Tpexnpez[cep;moe cepllle — BpOXIEHHas aHoOMa-
JIASI pa3BUTHS CepJlia, MPY KOTOPOIl B JIEBOM TIpEI-
cepauu uMeeTcsl (HUOPO3HO-MEBIIIEUHAsT TeperopoaKa,
pasmesnsroniasi ero Ha JBe KaMmephl. TpexmpencepaHoe
ceplile OTHOCHUTCS K PEIKUM BPOXIECHHBIM ITOPOKaM
cepaua, cocrapasiomuM B kapauosiorun 0,1—0,4% Bcex
BPOXIEHHBIX CEPACYHBIX aHOMAIIUM, TTPU 3TOM JaHHBINA
MOPOK BCTPEYaeTCs] HECKOJIbKO Yallle y JIUI MYKCKOTO
noja (B cootHomeHuun 1,5:1) [1, 2]. BriepBoie TepMuH
«cor triatriatum» BBen H. Borst B 1905 r. [lepBbie orme-
panuy 1o KOppeKIUU JaHHOTO TopoKa ceplla B MUpe
BeImosTHeHBI A. Vineberg m F. Lewis B 1956 1. Bcero

© KonnekTtune aBTopos, 2023

Anpec ans Koppecnonaenumu: Typuesa CeraHa BiaguciaBoBHa — K.M.H.,
nott. Kadenpsr getckux 6oaesHeit Ne3 CeBepo-OceTHHCKOM rocy1apCTBEHHOM
MenuimHeKoi akagemun, ORCID: 0000—0001—-5382—-6656

e-mail: turievasv@mail.ru

Kacoxos Tumodeit boprcosna — n.M.H., pod., 3aB. Kadeapoit 1eTckux 60-
ne3Heit Ne3 CeBepo-OCeTUHCKOM rocy1apCTBEHHOM MEAMIIMHCKON aKaaeM1H,
3acit. Bpau PCO—AnaHust, 3aci. AesiTesib HayKu U 00pa3oBaHus,

ORCID: 0000—0002—8957—1525

I'yccoeBa Mpuna I'ypamoBHa — K.M.H., 1o1. Kadeapsl neTckux 6osesHeit Ne2
CeBepo-OceTHHCKOM rocy1apCTBEHHOM MEAMIIMHCKOM aKaaeM1H,

ORCID: 0000—0002—5311-2546

362007 BnanukaBka3, yi. [TymkuHckas, 1. 40

Buraesa Anna MaiiiyroBHa — 3aB. oTaejeHreM (YHKUMOHAIBHON IMarHo-
cTuku PecryGnuKaHCKOW NETCKOW KIMHUYECKOW OOJBLHUIIBI, Bpad BBICILIEH
kareropuu, ORCID: 0000—0002—8520—0284

Tyaesa Jlaypa CapauoHOBHa — Bpay-KapavoJior OTeIeHUs] ICUXOHEBPOJIOIUI
¢ KapauoJiorueii Pecry0IMKaHCKOI IETCKOI KITMHUYECKO GOJTbHULIBI, TJI. BHEIII-
TaTHBIN AETCKUI crieunanuct-Kapauosor, ORCID: 0000—0002—5455—4004
362003 BiianukaBkas, yi. bap6aiosa, 1. 33

B JATeparype oOmnyO0iauMKoBaHO 14 ciydaeB TpexIpe-
CepIHOTO cepala y AeTel, TTOJyIUBIINX XUPYPTUIECKYIO
momornb (1963—2020 1r.).

JlaHHasT aHOMaJIUST Pa3BUTHS cepLa UCKITIOIUTETbHO
BpoxneHHass. OHa MOXeT BO3HUKHYTb KaK M30JIMPO-
BaHHO, TaK U B COBOKYITHOCTH C MHBIMU BPOXICHHBIMUA
nopokamu cepaia. OmacHOCTb aHOMAaJIUK 3aKJTI09aeTCst
B TOM, YTO OHAa MOKET COMPOBOXAATHCS pa3HOOOPa3HBIM
CMEKTPOM KJIMHWYECKUX TPOSIBICHUI OT OECCUMIITOM-
HBIX ()OPM 0 TTPU3HAKOB CEpACYHON HEIOCTATOUHOCTH
1 BO3MOXHOCTH pa3BUTHUS y peOeHKa BHE3ATHBIX Kapau-
aJIbHBIX OCJIOKHEHMIA [3].

TpexnpencepaHoe cepaue GopMupyercs BCIEICTBUE
HapyIIeHWsT pa3BUTUSA TIEPBUYHON MeEXIpencepIHOi
Meperopoakn y SMOpPUOHA, TaK Ha3bIBacMasl <«T€OPUs
3axBaTa OOIIIEeit IeTOUHO BEHBI pOTOM TTPaBOTO TpeIcep-
nust» [4]. [Tpu aTOM 00111as1 JIerouHast BeHa OKa3bIBaeTCsI
3aXBaYeHHOW POTOM TIPaBOTO TPEACEPIHOTO CHUHYCA,
YTO TIPETSITCTBYET €€ HOPMaJIbHOMY BHEIPEHUIO B JIEBOE
npeacepaue.

Kak BUIHO Ha pHMCYHKe, IOIMOJHUTEbHAS Kamepa
Mpeacepanst MOXET TPUHMMATh BCE JIETOUHbIE BEHBI
M cOOOIIAThCS € JIEBBIM TIpencepaneM (CM. PUCYHOK, a)
WA HE COSANHSThCS ¢ HUM (MHTaKTHas auadparma; cM.
pUCYHOK, 6). B Takux ciay4asx cooOIlleHHe CYIIeCTBYeT
MEXIy IOIOJTHUTEIBHON KaMepoil W TIpaBbIM TIpencep-
nveM. Ellle nBa BapraHTa MIPeACTaBISIOT Pa3HOBUIHOCTD
CyOTOTATLHOTO  TPEXIPEACEPAHOTO Cepla: WMeeTCs
JOTIOJTHUTENIbHAasE KamMepa, B KOTOPYIO BITagaeT YacTb
JIETOYHBIX BEH M KOTOpast COOOIIAETCS C JIEBBIM Mpeacep-
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nreM (CM. pUCYHOK, B), M BAPUAHT, TTPU KOTOPOM JTOTTOJI-
HUTeJbHAast KaMepa COOOIIAETCST C TIPAaBBIM MPEaCepPaueM,
U TOTJIa UMEETCS COYeTaHUe ¢ YACTUIHBIM aHOMAaJIbHBIM
JIPEHAKOM JIETOUHBIX BEeH (CM. pUCYHOK, T).

OTBepcTHe, COeqUHSIONIee AOMOTHUTEIbHYIO KaMepy
C JIEBBIM TIpelicepareM, B OONBIIMHCTBE CIydaeB ObIBACT
€IMHCTBEHHBIM, WHOIJA KaJbLUU(UIMPOBAHHBIM, €ro
IMaMeTp COoCTaBisieT 2—5 MM, pexxe — mo 10 MM; mHO-
IIa OTBEPCTUE OTCYTCTBYET. MeXmpeacepnHasl Tepero-
ponka wHTakTHA B 50% ciydaeB, NMpu HaIu4IumM nedexra
OH OTKPBIBAETCSA B TOJIOCTH JIEBOTO Tpencepaust. M3me-
HEHUS B JIETOYHBIX COCYIaX OTpaXkaloT BEHO3HYIO THUTIEP-
TEH3UIO, peXXe OHU aHAJIOTMYHBI TAKOBBIM IIPU ITEPBUYHOMN
JIETOYHOW TurepTeH3un. Ha ayrorncum oGHapyXMBaioOT
YBeJIMYEHME TIPaBbIX OTIEJIOB Cepalla, BhIpakKeHHBI OTEK
JIETKOTO, HOPMAaJIbHBIM MUTPAJIbHBIN KJTaTlaH.

B 70—80% cny4aeB TpexIpencepaHoe Cepile COmpo-
BOXIaeTcsT  JIeeKTOM  MEXIpeNCepaHO  Tepero-
POIKU, KOTOPBII MOXET OTKPBLIBAThCS KaK B BEPXHIOIO,
TaK M B HIDKHIOIO KaMepy, YTO OTpakaeTcsl Ha XapakTepe
JIpeHaka JIETOYHBIX BEeH U CUMITOMAaTHKe Topoka. bosee
yeM Y 75% GOJIbHBIX TPEXIPEACPEIHOE CEPALIE COUETAETCS
C IPYTMMHU TTOPOKAMU Pa3BUTHS: TOTAJTbHBIM M YacTUY-
HBIM JAPEHAXKOM JIETOYHBIX BeH, J0OABOYHON JIEBOI BepX-
Heil M0JI0I BEHOWM, OTKPBITHIM apTepUaAIbHBIM ITPOTOKOM,
ne(eKTOM MEXCKETYI0UYKOBOM ITeperopoaku [5].

Pexxe BcTpewaercss codetaHuwe ¢ TeTpamoit Mdaio,
MUTpaJTbHBIM CTEHO30M WJIM aTpe3neil, OTXOXIAeHUEM

KJINMHUYECKUE CJTYHAU

000MX MarucTpajabHBIX COCYIOB OT IPaBOTO Keaylno4Ka,
KoapKTaluel aopThl, aHOMaMeir DOI1TeitHa, atpe3uei
a0PTHI, MOJIHOW WJIM KOPPUTUPOBAHHOMN TPAHCITO3UIIUEN
MarucTpajbHbIX aprepuil. TpexmpencepaHoe cepalie
WHOT/Ia BCTPEYaJIoCh Y OOJIbHBIX C FOKCTATIO3UIIMEN TTpeI-
CepAHBIX YIIIEK.

Knaccudukauusa TpexnpeacepaHoro cepaua

HomnonHutenbHOl  (DUOPO3HO-MBIIIIEYHOU  TIepe-
TOPOAKOW JIeBOEe TIpeicepane pasjelisieTcsl Ha 3alHe-
BEPXHIOIO (JOpPCOKpaHUAIbHYIO) IIOJIOCTh, B KOTOPYIO
BMAJAIOT JIETOYHBIE BEHBI, W TEepPeIHEHMKHIOW (BEeH-
TpoOKayJaJlbHYy0) TTOJIOCTh, COOOIIAIIIYIOCS C MUTPAJIb-
HBIM KJIaTIaHOM M YIIKOM Tipencepansi. O0Typupylomme
MeMOpaHBl B TPEXIPeICEePIHOM Cepale MOTYT OBITh
3 BunoB — amadparMoIiogo0OHbIe, TYOYISIpHBIE U B BUIIE
yacoBoro ctekina. [lpu Hammuuum ¢GuOpo3HOro Tsika
B JIEBOM TIPEICEPINU TOBOPSIT O HEMOJIHOMN (popMe Tpex-
MpeaCcepaHOro ceplia.

B03MOXXHOCTL COOOIIEHUST MEXKIY TTOJIOCTSIMU JIEBOTO
npeacepaust omnpeneseTcss HaaudMeM B MeMOpaHe
OTBEPCTHIA, B CBSI3M C YeM BBIIEJSIIOT 3 BapMaHTa TpeX-
MpeaCcepaHOro cepaia:

I — oTBepcTHst B MeMOpaHe OTCYTCTBYIOT, KaMephbl
JIEBOTO TMpeaCcepans MeXIy coOO0I He COOOIIAOTCS;

II — B mMemMOpaHe uMeeTcsl OOHO WJIM HECKOJbKO
HeOONIBIINX OTBEPCTUIl, HO MX IUIOIIAAb He obecrevn-
BaeT aZicKBaTHOTO COOOIIEHMST MEXIy KaMepaMu;

Pucynok. Cxema JIeBOro TpexmpeacepaHoro cepama.

Figer. Scheme of left cor triatriatum.
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III — B MemOpaHe MMeeTCsI OMHO OOJIBIIIOE OTBEpP-
cTue, obecreynBalollee cBOOOIHOE MOCTYIJIEHUE KPOBU
U3 3aIHEBEPXHEN KaMepbl JIEBOTO Mpeacepaus B Mepe-
HEHMXHIOH.

CumnTOMbI TPEXNpeaceppHoOro cepaua

Cpoku KJIMHWUYECKON MaHU(pecTaluy mopokKa 3aBu-
CST OT pa3MepoOB CTEHO3MPYIOLIETO COOOIIEHUS MEXIY
KaMmepamu cepalia, o0bemMa W HallpaBlIeHUs] IIyHTa
KpoBU 4Yepe3 aedeKT MeXIIpeICcepaIHON ITeperopoaKu.
IIpu y3kom oTBepcTUM B (PUOPO3HO-MBIIIEUHON MeEM-
OpaHe cuMNTOMaTUKa Pa3BUBAETCSI MTPAKTUYECKU C POXK-
neHusi. B aToM cityyae y neteii 4acTo BO3HUKAIOT MOBTOP-
HBIE OCTpbIE peCcnupaTOpHbIE BUPYCHbIE WHGEKIIMU
U TTHEBMOHUWM, HA0JII01aeTCsl OTCTaBaHWe B (pU3MUECKOM
pa3BUTHUM, PAHO pa3BUBAETCs CepAeuyHasi HeIO0CTaTOu-
HocTb. JluIst TpexmpeacepaIHOro cepialla XapaKTepHbI
KallleJib, OJIbIIIIKA, aKPOIIMaHO3, KPOBOXapKaHbe, MOCTO-
STHHbIE XpUTIBI B JilerkuX. OOBeKTMBHOE O0Cien0BaHNe
BBISIBJIIET OTEKM Ha JIMIIE U KOHEYHOCTSIX, reraToMera-
quto. [Ipu BbIpa’keHHOM CTEHO3€ MPOJOJIKUTEIbHOCTh
SKU3HU JIeTel He TIPeBbIIIaeT 6 Mec.

IIpu pentreHorpauu OpraHoOB TPYTHOWM KIIETKHU
OTMeYaeTcst HeOOJIbIIIoe MM 3HAYMTETbHOE YBEJIMUCHNE
pa3MepoB TIpaBbIX OTAEJIOB cepilia. B oTmeabHBIX Cly-
yasix pacllIMpeH CTBOJI JIETOYHOU apTepuun, HaOa01aeTcs
otek jerkoro. [To maHHBIM aXoKaparorpacduu, pu Tpex-
MPEeICepAHOM CEPJIE YacTO BCTpevaeTcs TUIepTpodust
MMOKap/a JIeBoro Tpejacepausi. ¥ B3pOCHbIX MallMEHTOB
npu I1I BapraHTe aHOMaNMKU OHU OYEHb Maj03aMETHBI,
KakK ¥ TIpU3HAKU MePerpy>KeHHOCTH TTPaBOTO XKeTy104Ka.

OwvarHocTtuka

ITockonbKy TpexmpencepaHoe cepale He MWMeeT
crnennUIEeCKuX MpOsIBICHUH, ero AMarHocTuka BecbMa
3aTpyaHUTeNbHA [6—8]. JIMarHOCTUPOBATH TPEXIIPE-
cepAaHOe Ccepile MOXHO TOJIbKO TOCPEICTBOM KOM-
TUIEKCHOTO 00CJIeTOBaHUS C TIPUMEHEHWEM pPa3IuYHbIX
MEIUIIMHCKUX TEXHOJIOTMIA: CTaHIApTHOM 3JIeKTpOKap-
nuorpadun, peHTreHorpaduu, yabTpa3ByKOBOTO MCCIe-
nmoBaHUd 1 1p. [9].

V neteit TpexnpencepaHoe cepaie HeoOX0aMMO 0TI -
YyaTh OT PeCUMpPaTOPHOTO JIUCTPECC-CUHIPOMA HOBOPOXK-
NIEHHBIX, aHOMAJILHOTO JIpeHaXka JIETOUHBIX BEH, TUIT0-
TUIa3UM JIEBBIX OTIEJIOB CEPAlLId, MUTPAIBHOTO CTEHO3a,
MUMKCOMBI JIEBOTO TIpeACepnusi, TEPBUUYHON JIETOUHOM
TUTIEPTEH3UN. Y B3pOCHIbIX nuddepeHIalIbHast IUarHo-
CTHUKA B TIEPBYIO O4Yepelb MMPOBOAUTCS ¢ 3a00JIeBaHUSIMU
JIETKUX.

AycKynbTaTHBHAsi ~ KapTUHA  TPEXIpPencepaHOro
cepAlla XapaKTepu3yeTcss TPOMKHUM, paclIerJieHueM
II ToHa, Me30IMACTOMYECKUM IITYMOM C IIPECUCTO-
JIMYECKUM  YCUJIEHUEM. DJieKTpoKaparorpadudeckue
MPU3HAKNA COOTBETCTBYIOT TEpEerpy3ke M Trureprpoduu
MpaBbIX OTHEI0B cepaua. [1pu aHanmM3e peHTreHorpamm
KOHCTAaTUPYIOTCSI KapIMOMETausl, YCUJIEHUE JeTOYHOTO
pUCYHKa 3a CUeT MeperoJIHeHUsI BeH, KOTOPbhI MMeeT

Typuesa C.B. u coasm. KiuHUYeCKUit c1yyait TpexmnpeacepaHoro cepama

ceTyaToe MeJIKOSTYEHCTOe CTPOSHME, pacllIupeHre CTBOJIA
JIETOYHOIT apTepuMm.

KpaiiHe Hame:XXHBIM METOIOM OUATHOCTUKU TpeX-
MpeACepaHOro  cepilia MPU3HAHO  YIBTPa3BYKOBOE
uccnenoBaHue cepama. OHO TO3BOJSIET BU3YaJIU3UPO-
BaTh nTuadparMajbHY0 MEXIPEICepAHYIO TEePEropoaKy
U ONpeNesINTh OCOOEHHOCTU TeMOIMHAMUKU TallMeHTa

[6, 7].

JleyeHue GONbHBIX C TPEXNpPEACEPAHbIM CepaLem

Hanuuue TpexmpeacepaHoOro cepiia ClIyXuT abco-
JIIOTHBIM TIOKa3aHUEM K XUPYPrMUecKoMy BMellaTesIb-
ctBy [3]. Koppeknust TpexmpeacepaHoro cepaia Ipen-
rnoJlaraeT ucceyeHue (puOpPO3HO-MbIILIEUHOI MeMOpPaHBI,
pasnessiionieii JieBoe Tpeacepane, U IiaacTuky aedexra
MexmnpencepaHoit neperopoaku [10]. EnuHcTBEeHHBIM
OCHOBaHUEM JJIsI KPaTKOBPEMEHHOU OTCPOYKM oTiepa-
UM SIBJISIETCS COCTOSTHME peOeHKa, TpeOyrolee cradu-
JIN3ALMU U YIYYIIEHUS ¢ TIPUMEHEHEeM METOJI0B UHTEH -
CUBHOW Tepanuu TMpU TaKWUX TIPOSIBIIEHUSIX TTOpOKa,
KaK OTeK JIETKMX Y HeOCTATOYHOCTh 00OMX KEJTyIOUYKOB.
K coxaneHuto, B 3TOM ciiydae TepareBTUYECKHUe Mepo-
MPUSTUSI OYEHDb PEIKO MAIOT MOJOXUTEIbHBIN pe3ybTar.

MporHo3

Hanuuue wHeOonblioro coycTtbs (MeHee 3 MM)
MEXIy KaMepaMM JIEBOTO TpeIcepans MOXeT MPUBECTH
K rubenu pebeHKa B MepBble Mecsalbl Xu3HU. CpemHss
JIETAIBHOCTh CpeAr HEONepUpPOBAHHBLIX JETel Ha Tep-
BoM roay xu3Hu gocturaer 70% [11]. Bonee Gmaro-
MPUSITEH BapUaHT TPEXIMpeACcepAHOTO cepala Mpu pas-
Mepax oTBepcTusi 6ojee 5—7 MM, OIHAKO Jaxe B 3TOM
cllydae CpemHssl MPOAOKUTEIbHOCTh KU3HU OOJBHBIX
cocTapisieT okoso 20 ser. OLieHKa OTHaJIeHHBIX TOCTIe-
OIepallOHHBIX PEe3yJIbTaTOB 3aTPYIHUTENIbHA B CBSI3U
C PEIKOCTHIO TIOpOKa M eIMHWYHBIMU HaOIIOACHUSIMU
B MPAKTUKE Pa3IMIHBIX aBTOPOB.

Kmannveckuii caywail. Manbuuk [, 3 mec, mocty-
MU Ha oOCieqoBaHWe B KapAWOJIOTUUECKOe OTHeJeHUe
PecrybnmmkaHcKkoli IEeTCKOM  KIIMHWYECKON  OOJIBHUIIBI
MunznpaBa PCO—Amanusa. 2XKanoObl Tpy MOCTYIICHUI
Ha OJIBIIIIKY B TIOKOE, OBICTPYIO YTOMJISIEMOCTD, TIOTIMBOCTb.

U3 anamuesa: pedeHOK OT 3-Ii OepeMeHHOCTHU, IPO-
TeKaBIlIelt 0e3 0coOeHHOCTeH, ponbl B CpoK. Macca Teta
npu poxaeHuu 3500 r, poct 52 cMm. B Bospacre 2 mec
MpU TIPOXOKIEHUU TUTAHOBOM JMCTaHCEepU3allui BITep-
BbI€ ObUT BBISIBJIEH BPOXKIEHHBIN MTOPOK ceplia IMPU 3X0-
Kapauorpaduu. I yTOYHEHMST AMArHO3a W TaKTUKU
JaTbHENIIEro BeleHWsT ObUT HarpaBlieH B KapauOJOTH-
yeckoe oTaeeHne PecrmyOnmKaHCKO# 1eTCKOM KIIMHIYE-
CKOIt O0JIbHUIIBI T. BragnkaBkasa.

Ha momMeHT o0cienoBaHMs BO3pacT OOJILHOTO OBLI
3 mec. IIpu ocMoTpe cocTrossHmMe cpemHeil Tsokect. Poct
63 cMm (+1,2 SD), macca tena 6400 T (+1,1 SD), uto coot-
BETCTBYeT 75-my mnepueHTwI 0. [IponopunoHaibHOTO
TEJOCTOXEHMS, YIOBIETBOPUTEIbHOTO TUTaHus. Koxk-
HbIe TIOKPOBBI OJIEHON OKpacKu, 4ucThle. Pa3Butme
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MTOJAKOXHOM KJIETYATKU YAOBJIETBOPUTETHHOE. YMEpEeH-
HBII LIMaHO3 HOCOTYOHOTO TpeyroibHUKa. OTEKOB HET.
Hacpienune kamwiisspHoil KpoBHU KuciaopoaoMm 92%.
AyYCKyJNIBTaTUBHO Hal JETKUMU TydPWIbHOE IbIXaHUe,
xpurioB HeT. Yacrora asixanusi (UJ1) mo 78 B MuHyTY.
O6nacTb cepalia He u3MeHeHa. TOHBI cepjlia CpeaHei
IPOMKOCTH, CUCTOJTUYECKMII IIyM HaJ BCEl ceplaeyHOou
obnacteto. Yactora cepaeuHbix cokpanieHuii (HCC)
no 160—170 ym/MUH, pUTM He HapylleH. ApTepuaib-
HoOe naBjieHue Ha JieBoit pyke 112/74 mMm pr.ct. Kupor
MpU  TajdblalUuM MSTKUI, 0e300JIe3HEHHBIN, TeUeHb
BBICTyMaeT W3-Toj Kpasi pebepHoit mayrm Ha 2,0 cm.
dusnonornyeckre OTIPABICHUS B HOPME.

CoracHO JaHHBIM JTOTTOJTHUTEIBHBIX MCCIIETOBAHUIA
Ha DBJIEKTPOKAPAMOTPaMME PETUCTPUPOBANICS CHHYCO-
BbIit put™M ¢ YHCC 170 yn/MuH, ripaBorpammMa; npu3HaKu
TUTIEPTPOUU TIPaBOTO KEJIyIoUKa; HapylleHHe Ipo-
1ecca peroisipu3aiun KeayaoukoB. 1o maHHBIM 3XO0-
Kapauorpaduu, TOMoJHUTENbHas GPUOPO3HO-MbIIIIETHAST
reperopojika paszzeJsija jJeBoe npeacepaue Ha rnepeaHe-
HIDKHIOIO TIOJIOCTh, COOOIIAIOIIYIOCS ¢ MUTPATbHBIM KJla-
ITaHOM, B Hee Xe APEeHUpPOBaiach JeBasi HUXKHeI0JIeBasT
JIeTOYHast BeHa, W 3aJHEBEPXHIOIO MTOJIOCTh, Kyla IPeHU-
poBaCh 00 MpaBble JIETOUHbIE BEHBI M BepXHEI0JIeBast
seBast. CooO1IeHre MeXTy KaMepaMu ObLIo 3 MM, Omke
K OOKOBOI CTeHKE JIeBOTro mpencepaus. Mexmnpencepa-
HOe cOOOIleHNEe B 3aJHeBEPXHEI KaMepe 2,5 MM C IIyH-
TUPOBaHMEM KPOBM cjieBa HarpaBo. OOHapyKeHBI pac-
IIMpeHWe BEepXHEN TIOJNION BeHBI, AWJIATAIlvs TPaBBIX
KaMep cepaia, TUepTpodus MpaBoro XKeJryaoyka, BbIpa-
>KEHHas JIeToYHasi TUTepTeH3us1. [obanbHasi COKpaTH-
MOCTb JIEBOTO KeJTyIo4YKa Obljla He3HAYNTEIbHO CHIKEHA
(59%). Ha penTreHorpaMMe IpyqHON KJIETKU JIETOUHbBIE
TOJIsT OB TIPO3PAaYHbI, THMUIBTPATUBHBIX U OYarOBBIX
TeHel He BbIsIBIeHO. OTMeUaaoch YCUIeHNEe JIETOYHOTO
pUCYHKA B MPUKOPHEBBIX U HIKHKUX oTaenax. CTpyKTypa
TeHel KOpHel JIeTKuX Oblla HeueTKasl, CpeIMHHasl TeHb
pacuMpeHa B IoTepeyHnKe.

Ha ocHoBaHUM TaHHBIX 0OC/IeAOBaHUS ObLT BHICTaB-
JIEH TIpelBapUTETbHBIA TUATHO3: BPOXICHHBIM TTOPOK
cepilia — TpexmnpenacepaHoe cepaue. s Bepudukanuu
JIMarHo3a U XUPYprudecKoi KOppeKInU MopoKa pedbeHOK
ObLJT HATIPaBJIEH B HAYYHBINM LEHTP CEPACTYHO-COCYANCTOM
xupypruu uM. A.H. bakynesa r. Mockaga.
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KJINMHUYECKUE CJTYHAU

B kapavoxupyprudeckuii IeHTp peOeHOK MOCTYITIT
B Bo3pacte 4 Mec. Jluarno3s 611 moaTBepxKaeH. [1pu kom-
MbIOTEPHO TOMOTrpahvu OpPraHoOB TPYAHON KIIETKU
BU3YaJM3UPOBAIOCh MPaBocHOPMUPOBAHHOE JIeBOpa-
CITOJIOKEHHOE Cepille, YBEIWYEeHHOE B pa3Mepe 3a CUeT
MpaBbIX OTAENOB. B mosocTu ieBoro npeacepaust napai-
JIETbHO MUTPaJIbHOMY KJIAMaHy OMpeAesisiach JUHEH-
Has CTPYKTypa — MeMOpaHa. JIerouyHble BEeHBI: TIpaBbie
JIETOYHbIE BEHbI BIAAAOT B MOJOCTb JIEBOTO Mpeacep-
nust, He cyxeHbl. CleBa BU3YAIU3UPYETCS KOJJIEKTOD
ceyeHueM OKoJI0 9 MM, B KOTOpBI Ha YpOBHE M3rnda
BMAJAlOT BETBU JIEBOI BEPXHEHIOJEBOM JIETOYHOI BEHBI,
najiee KOJIIEKTOP COCMUHSIETCS ¢ YCThEM JIEBOW HIKHE-
JOJIEBOM JIETOYHOU BEHBI M C TOJOCTBIO JIEBOTO TIPE.-
cepausi. Aopta OTXOIWT OT JIEBOTO Keaymouka. Takum
00pa3oM MpU KOMIBIOTEPHOI ToMorpadun 0OHapyKeHbI
YACTUYHBI aHOMAJIbHBIN APEeHaX JIEBBIX JIETOYHBIX BEH
B MMOINEPEYHYIO BEHY; MEMOpaHa B MOJOCTU JIEBOTO Mpe/I-
cepaus; paciIMpeHne MOonepeyHON BEHbI, TTPaBbIX OTIe-
JIOB cep/la, CTBOJIA JIETOYHON apTepumu.
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(coycTbe BEHO3HOTO JIETOUHOTO CUHYCa U JIEBOTO Mpej-
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MPpaBoro npeacepausi, Nepessizka KOJJIEKTopa JErOUHbIX
BeH (BEPTMKAJIbHOI BEHBI), B YCIOBUSIX UCKYCCTBEHHOTO
KpOBOOOpaIlleHUsI, TUTIOTEPMUU U (PapMaKOXOJI010BOM
KPUCTAIJIOUIHOM KapIUOIJIETUM Ha OCTAaHOBJIEHHOM
cepale cpenuHHON cTepHoTomueit. ITociaeonepaloH-
HBII TTIeproa TIpoTeKan 6e3 ociaoxxHeHui. [TarmeHT ObuT
BBIMTMCAH C OJArONMPUATHBIM TIPOTHO30M [UISl KU3HU
U HamnpaB/ieH Ha JajlbHellee TuHaMuyeckoe Haduoae-
HHUE TI0 MECTY KHUTEJIbCTBA C OIEHKON TeMOIMHaMUYe-
CKUX TTapaMeTpOB.
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CxeMa HCNO/Ib30BAHUS AHTHOMOTHKOB B OT/IEJICHHH HHTEHCUBHOM Tepanuu
HOBOPOXKIEHHBIX B BLICOKOCTIEHMATMIUDOBAHHOM 00/bHUIEe, VIHIHs

I Jloddasao B.

CTOMaToNorn4eckmii UHCTUTYT 1 64

Drug Utilization Pattern o
Hospital, India

| intensive care unit in a Tertiary Care

G Doddawad V.

JSS Dental College and Hospital

MuUUTHOHBI MJIAIE
YacTh U3 HUX M

MNOCTYNAIT B OTACJICHUA MHTE
JYHbIe CUMIITOMBI. YYHTHIBAS

BIX BO BCEM MHpe, MPHYEM 3HAYMTEbHAS
HWYMHOI CMEPTHOCTH M 3200.J1eBAEMOCTH
HUBHOTO HCHO.JIb30BAHUS AHTHOMOTHKOB
CTH 00oCTpsieTcs, pa3yMHOE HCHOJIb-

0€ MPOCNEKTUBHOE UCCJIEeI0!
TieJieHie HHTEHCUBHOM Tepanuu HOB

IeCTH MecsLeB ¢ y4acTHeM
HATM3APOBAHHOI 0OTBHHULbI.

anbuukoB (57,5 %)
0 HOBOPOKIEHHbIX
(49 %), nponoKu-

TagbHbIi cencuc (1
poxnenun (16 HOBOD
ponsi (13 HOBOPOXKIEHHDBIX WK 6,
POKIEHHBIX WK 6,5 %), HeOHAR

bIM ObLI NUNEPAIULINH + Ta300aKTa
reatamuu (30,2 %). B aToM 1 U3 npenapaTB 152 npeacrapisiii co6oi

OMOTHKOB B oTAe/ICHUAX HHTCHCUBHOA
000CHOBAHHBIX PeLIeHHiT OTHOCUTEJIb
KaXKJI0My HOBOPO2K/I€HHOMY C Y4€TOM €ro COCTa
3HAHA PAMOHAJbHOIA.

Karoueswte caoea: npumenenue nexapcma, o
NeKaAPCMBEHHAsl YCMOUMUBOCHTb.

Ana untupoBanns: I Jonnasasn B. Cxema ncrnonb308
umannaunpoBaHHo 6onbHULe, IHaus. Poc BecTH nepu

©HCUBHOW Tepariy HOBOPOXAEHHbIX B BbICOKOCIE-
. DOI: 10.21508/1027-4065-68-6-126-131

ant proportion facing various indications.

Given that sepsis is a leading cause of mortality and morbidity amon uding in India, the importance of efficient
antibiotic use cannot be overstated. As the global problem of dr dent antibiotic usage becomes crucial
in mitigating treatment failures and ensuring the survival of

Aim: to evaluate the pattern of antimicrobial drug utilization i i CU) to assess the criteria for drug

selection in tertiary care hospital.
Materials and Methods. It was an observational prospective study cond
natal intensive care unit at tertiary care Hospital, were included. De
(disease pattern), various drugs prescribed were noted.

Results. Out of 200 neonates the number of male babies admitted t
babies were 85 (42.5%). Many of the neonates were from age group of
group of 2.5 to 3 (26.5%) kg. Majority of neonates hospital admission dur:
disorder requiring neonatal intensive care unit admission was Preterm with Res
natal Sepsis (19.5%) and Preterm (11%). Other distress reported include birth
(12 neonates or 6%), Late preterm (13 neonates or 6.5%), Hypernatremia (9 econium Aspiration Syndrome
(3 neonates or 1.5%), Neonatal Hypoglycemia (5 neonates or 2.5%) and others (2 1.5%). Among 423 antibiotics most
prescribed antibiotic was Inj. Piperacillin + Tazobactam (35.4%) followed by GentamyCin (30.2%). Out of 423 drugs 152 are fixed

200 neonates admitted to neo-
pital stay, reason for admission

g 115 (57.5%) and female
eonates were from weight
neonates. Most common
e (29%) followed by Neo-
or 8%), Neonatal convulsions
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dose combination and single drugs are 271 in this study in which piperacillin + tazobactam of fixed dose combination and gentamicin
of single drug had prescribed in more amount.

Conclusion. The findings of this study will contrib;

in the NICU, thereby providing insights for hg

ical antibiotics were administered to ever,
study group was determined to be ratig

he existing body of knowledge regarding the appropriate use of antibiotics
ionals to make informed decisions regarding antibiotic therapy. Empir-
eir individual conditions. The antibiotic utilization pattern within this

Key words: Drug utilization, neonatg Antibiotics, Drug Resistance.

atal intensive care unit in a Tertiary Care Hospital, India. Ros Vestn
065-68-6-127-131

For citation: G Doddawad V. Drug Ui
Perinatol i Pediatr 2023; 68:(6): 127-

very year, 4 million newborn die around thg ® vulnerable for acute respiratory distress syndrome.
based on the World Health Organizatiop exposure to various medications in such neonates
hypoxia, preterm issues, and low birth ¥ caution [7].
for around 98% of these deaths in underdeve ective utilization of antibiotics is crucial
tries. Due to their underdeveloped immune sys lagement of infections in neonatal intensive
the world’s population is g £ within tertiary care hospitals. Understand-
up of children ang porn, who are the most antibiotic usage in this specific set-
ble to infectig 1]. Antibiotics are pres@ 4 optimizing treatment strategies and
Z according to several studies. inimizj lopment of antimicrobial resistance
aimgo investigate the drug utilization
i he NICU of a reputable tertiary

thcare professionals, as well
year and a large antibiotics, this research aim

onatal intensive

proportion
care unit (N
reasons for

eral medications must be admini$
critical care unit [5].

In neonatal critical care units, antibioti
utilized medications. With the rising freg

16—20 days

.. . . . 3 21-25 days 3.5%
biotic-resistant organisms in many inten
assessing usage of antibiotics and determining t 26—30 days 4%
ment for control measures are critical priority i >30 days 5 2.5%
sive care units environment [6]. Due to “thei 1-1.5kg 26 13%
rity in physiological functioning, neonates require special

. . » . 1.5-2 kg 22 11%

caution when using drugs”. Neonatal pharmacodynamics
and pharmacokinetics differ from adults as they have a 31 25.5%
under developed organ function (hepatic, stomach moti 53 26.5%
ity, renal functions). These variations to neonates at high- 43 21.5%
risk such as premature, low birth weight or critically ill are 5 2.5%
© G Doddawad V., 2023 11 5.5%
Anpec st koppecnonaenmn: G Doddawad Vidya — master of Dental Surgery
(MDS), associate professor (Oral pathology and microbiology) in JSS Dental 98 49%
College and Hospital, 48 24%
ORCID: 0000—0001—-5204—8178
e-mail: drvidyagd@gmail.com 17 8.5%
8MV2+6WQ, Mysore Bangalore road, Sri Shivarathreeshwara Nagara, >13 d ays 26 13%

Bannimantap, Mysuru, Karnataka 570015, India
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Materials and methods tee with number: JSS/MC/PG/6062/2020—21. Neonates
admitted to NICU and receiving at least one drug were
recruited after written informed consent were obtained from
a parent/guardian prior to the study. Neonates only under
observation or not receiving any medications other than
blood and blood products, vitamin K prophylaxis, prophy-

This descriptive observational prospe:
carried out in JSS Hospital, Mysore
from September 2021 to Februa
The protocol was approved by ins

%

Fig. 2. Graph showing antibiotics prescribed for neonates.
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lactic ophthalmic treatment, vaccines, or intravenous flu-
ids were excluded. Neonates admitted in NICU more than

entered in Microsoft Excel sheet 4
software 23.0 (Licensed to JSSA!
as numbers and percentages.

Results

A total of 200 neonates were

a 6-month period in the NICU of JSS Hospital, Mysg
Out of the population, 85 (42.5%) individuals are feg
while 115 (57.5%) indigduals are male. Most of the ng
within the age rang days, with 117 (58.5%) n
§ s of neonates in the age

(8 neonates or 4%), and
r 2.5%) were admitted.

(43 neonates o tes or 2.5%)

the largest

ing <3 days (11 neonat

reported include birth asphyxia (16 neonate
natal convulsions (12 neonates or 6%), 1 g
neonates or 6.5%), Hypernatremia (9 neo
Meconium Aspiration Syndrome (3 neonates
Neonatal Hypoglycemia (5 neonates or 2.5%)
(23 neonates or 11.5%) as shown in Fig. 1.

The most frequently prescribed antibiotics among
a total of 423 are Inj. Piperacillin + Tazobactam accounts
for 35.4% of the total, followed by Gentamycin at 30.2
as shown in Fig. 2. Next in line is Amikacin at 12.29
followed by Cefotaxime at 6.38%, Ciprofloxacin at 5.43%,
Metronidazole at 3.78%, Meropenem at 2.36%, Linezolid
at 1.41%, Colistin at 0.94%, Clindamycin at 0.70%,
Amoxycillin + Clavulanic acid at 0.47%, Vancomycin at
0.23%, and Erythromycin at 0.23%.

Discussion

Neonates are most prone for infections due
to decreased immunity. The average number of medi-
cations used per neonate in neonatal intensive care units

G Doddawad V. C.B. CToMaToNOTMYECKUit MHCTUTYT U GosbHMIIA JSS

has increased in recent years. As neonates are more prone
to birth asphyxia and infections due to prematurity, they
need special attention and care in their early neonatal
period [5]. Because neonates are exposed to a large num-
ber of medications, they are more likely to experience
adverse drug responses [10]. Due to rapid change in weight
f the body, surface area and fast evolving pharmacoki-
ic of drug, neonatal antibiotic selection and dose differs
atically from that of adult [11, 12].

e present study consists of 200 neonates, with 115
%) being male and 85 (42.5%) being female neonate

7.5

at males (53.7%) and females (46.2%) among
s admitted to the NICU, which is consistent

nge of 2.5—3 kg, with
neonates are in low-

intensive care unit
India and he con
were preterm, an
sumes more drugs

to NICU is 98 (49%) n
by 48 (24%) neonates for
11 (5.5%) neonates stayed in

et al. [14],

rome (29%), followed by neonatal sepsis
st reason was neonatal hypoglycemia

sepsis (16.2%), after that low
ice, birth asphyxia, and meco-
e reason for this is that neo-
¢ premature and have low
ble to sepsis and infection
owever, it is not in accor-
by A. Kumari et al. [15] where
ospitalized due to birth asphyxia
grriic encephalopathy and neonatal sep-
sis; they were followed by respiratory distress in preterm,
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meconium aspiration syndrome, and neonatal jaundice.
He also explained about the most common causes of new-
born morbidity and mortality in India haves
as birth asphyxia, sepsis, and preterm.

The present study revealed tha
bactam in combination was one ¢
antibiotics (35.4%) followed b
amikacin (12.29%), cefotaxime
(5 43%) metromdazole (3.78%),

broad spectrum of acti
Out of 423 drugs 152 are fixg
single drugs are 271 in thi

of the immaturity of the biologic
more vulnerable to adverse drug

as possible. Effective control programs a
guidelines must be implemented to preven,
cific antimicrobials to prevent resistance.
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B MOMOLLIb TPAKTUYECKOMY BPA4YY

AJropuT™M paHHeii THArHOCTHUKH M BbIOOPA TAKTHKH BeJIeHHS JieTell C MOrpaHuIHOM
OpaauKapauei ¥ ¢ CHHIPOMOM CJIa00CTH CHHYCHOTO y3J1a

E.b. llonsaxosa

OCI «Hay4yHO-1ccnenoBaTeNbCKUN KIMHUYECKUA MHCTUTYT NeAnaTpmm U OEeTCKOM XUPYPrm
M. akagemuka tO.E. Benstuwesa» (MHcTUTyT Benbtuwesa) @rAQY BO PHUMY um. H.W. Muporoea MuHagpasa Poccun,

MockBa, Poccus

Algorithm for early diagnosis, prevention and management of children with sick sinus

syndrome and limitary bradycardia

E.B. Polyakova

Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National Research

Medical University, Moscow, Russia

IIpencragieH aaropuT™M AMATHOCTHKY M MPOMUIAKTUKYA PA3BUTHS CUHIPOMA CJa0OCTH CHHYCHOTO y3JIa Y IeTeii C Y4eTOM CTeneHn
H YCTOHYMBOCTH OPaMKAPINH, JEMOHCTPHPYIOIMII TAKTUKY BeJeHHs NAIMEHTA NPU CTA0WILHOM TeUeHHH U IIPH NPOrPecCUPOBAHUI

CHHIpoOMA ciaadocTu CHHYCHOrO y3.Ja.

Karoueeote caosa: demu, 6paduxapous, cuHOpom cAabocmu CUHYCHO20 Y34ad, OUCQYHKUUS CUHYCHO20 Y31d, YACMOMA CePOCYHbIX CO-

KpaweHuil

Ansa untupoBarus: Nonskosa E.b. ANroputM paHHel AnarHoCTUKMN U BbIOopa TakTuKy BEAEHVS AETEeV C norpaHn4dHov paavkapaneii u ¢ CUH-
ZpomMom c1abocTy CUHYCHOIO y3na. Poc BecTH nepuHaron v neavarp 2023; 68:(6): 132-136. DOI: 10.21508/1027-4065-2023-68—-6-132-136

The article presents algorithm for early diagnosis and prevention of sick sinus syndrome in children considering the degree and sta-
bility of bradycardia that demonstrated management of patient during the progression of sick sinus syndrome.

Key words: children, bradycardia, sick sinus syndrome, sinus node dysfunction, heart rate.

For citation: Polyakova E.B. Algorithm for early diagnosis, prevention and management of children with sick sinus syndrome and limitary bra-
dycardia. Ros Vestn Perinatol i Pediatr 2023; 68:(6): 132-136 (in Russ). DOI: 10.21508/1027-4065-2023-68-6-132-136

CpeJm pa3IMYHBIX OpaguapuTMUN y AeTed JTUau-
pylolllee MeCTO 3aHUMAaeT CHHYcoBasi Opagukap-
nust, cocrapistomas 10 85% [1]. 3avactyro cuHycoBas
OpamuKkapauss Ha B3JIEKTpOKapauorpaMMe MOXET ObITh
MposIBJIeHWeM  nucbajaHca BereTaTUBHOW  HEPBHOM
CHUCTEMBI WJIM BO3PACTHON 0COOEHHOCTBIO U HE SIBISITHCS
yrpoxaromeit Xu3Hu. [IporHOCTUYECKH OJIarompusiT-
HBIM TIpU OpaguKapauu SIBIISETCSI aIeKBaTHOE YBEJIM-
YyeHue 4acToThl cepreuHbix cokpamieHuii (YCC) nocne
MUHUMAaJIbHON (u3nyeckoil Harpy3ku. B To e Bpemsi
Opamukapausl y JIeTeil MOXKET OBbITh 4YacThl0 CUMIITO-
MOKOMIUIEKCAa CUHAPOMAa CJIab0CTH CUHYCHOTO y3Jia —
YIrpoOXKaeMoOTo TIO0 Pa3BUTUIO OOMOPOYHBIX COCTOSTHUIA
M BHE3AITHON cepAeYyHOM cMepTH 3aboJieBaHMSI, KOTO-
poe MOXeT TMOoTpeboBaTh XUPYPrUYEeCKOTro JIeYeHUs
Jaxke B paHHeEM Bo3pacTe. B XuMpypruyeckux oTmenne-
HUSIX C CHHAPOMOM CJIabOCTM CHUHYCHOTO Yy3Jia CBS-
3p1BaloT OKoyio 10% Bcex HapylleHMid pUTMa, OJHAKO
peYb UAET TOJBKO O TMAlMeHTaX ¢ KIMHUYECKUMU TPO-
SBIICHUSIMU 3a00JIeBaHUS — OOMOPOKAaMM, HYXKIAIOII-
MUCSI B MMIUIAHTALIMU 3JIEKTPOKapaAUOCTUMYyJIATopa [2].
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HeBo3MoXHOCTh yuyeTa OECCUMITOMHBIX CIIydyaeB CUH-
npoMa ciaboCTH CUHYCHOTO y3Jia TIPUBOAMT K 3HA4M-
TEJIbHOMY 3aHMXKEHUIO paclpoCTpaHEHHOCTH 3aboJie-
BaHMSI B TMOMYJSIIMU. DJeKTpoKapnuorpaduyeckue
¢eHOMEHBI, TakKMe KakK Opamukapausi, CUHOaTpUasib-
Hble OJIOKaIbl, HAIXKEITyIOYKOBbIE BBHICKAIb3bIBAIOIINE
COKpalleHusl, MOTYT M30JMPOBAHHO DPETUCTPUPOBATHCS
Ha CTaHIApTHOM dJIeKTpoKapauorpamme y 2% mpakTu-
YeCcKM 3JI0POBBIX JIeTei, a UX coueTaHue B BUIE CaMOTO
CUHIpoOMa cJIabOCTM CHUHYCHOTO y3Jla Cpeau TalMeH-
TOB JIETCKOTO BO3pacTa C apuTMUSIMU Cep/lia 3aHUMAaeT
1o 30% [3]. Ha stane amarHocTuku 1 auddepeHIaib-
HOW IMarHOCTUKM CUHIpPOMA CJIa0OCTU CUHYCHOTO y3Ja
OT BETEeTATUBHBIX AUCHYHKLIMI TPYTHOCTU Yy TPAKTHU-
KYIOIIMX Bpaueil BOZHUKAIOT C OMpeaeIeHUEM IaToJI0-
ruueckoit opamgukapauu u HopMmanbHoit YCC, KoTOphIe
3HAUUTEJIbHO Pa3IMyaloTCsl B 3aBUCUMOCTHU OT BO3pacTa
1 METOJIa PETUCTPAIIMM IJIEKTPOKAPIMOTPAMMBI.
Y4yuTeiBasi, UTO CUHAPOM CJa0OCTU CUHYCHOTO Y3Ja
y JeTeil MUMeeT Tporpeccupyloiiee TeueHWe M He3Ha-
yuTesibHAs OpanuKapausl CIYXXUT 3a4acTylo TIepBbIM
W €IUHCTBEHHBIM CUMIITOMOM 3a00JieBaHUSI Ha PaHHUX
CTaIMsX, KpaifHe BaXXHO UMETb YETKUI aJTOpUTM Aeii-
cTBU# Wi TTarneHToB co 3HadyeHusIMu YCC Ha 371eKTpo-
KapauorpaMmme, TOorpaHUYHbIMU C HOPMOH. Y TaliueHTa
npoBogat roacuetr YCC Ha cTaHIapTHOM 2JIEKTPOKAPIM -
orpamme, CHSITOI B MOJIOKEHUH TallMeHTa JiexXa, U CpaB-
HUBAIOT CO 3HAYEHMSIMU TIEPLIEHTUJIE OTHOCUTEIHLHOTO
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Bo3pactHoro pacripeaesieHust YCC [4, 5]. B 3aBucumoctu
ot cootBercTBUsl 3HaueHuit YCC pebeHka 3HAUYCHUSIM
5-ro WM 2-ro TEepLEHTUIE BO3PACcTHOTO pacIipeuelie-
aHusg YCC omnpenenssioT HeoOXOAUMOCTh aMOYyJIaTOPHOTO
HaOJIIOIEHUSI WJIM TOCTIMTAIM3alIMK C TIOAPOOHBIM 00Ce-
JIOBAaHHMEM, a TAKKe OTNPENEAIOT TAKTUKY JICUeHUST TTalli-
eHTa — XUPYPruuecKylo Ui TeparneBThuIecKkyo (puc. 1).

Tak, ecitm UHCC Ha cTaHIapTHON 3JIeKTPOKaApINO-
rpaMMe COOTBETCTBYET 5-MYy MEpUEeHTUIIO UK MeHee
OTHOCUTEJbHO BO3PAacTHBIX HOpPM, pebeHKa HarpaB-
JITIOT  TIoJ  amMOyJIaTOpHOE HaOJI0JeHUEe JIeTCKOTO
KapauoJjora, CTaHIapTHYH 3JIeKTpokapauorpaguio
¢ uenbto ottleHkH fuHaMukn YCC npoBoasit 1 pa3 B ron
B Te4eHHe He MeHee S5 neT. Beibop manpHeinieil Tak-
TUKW BeIeHUS TallMeHTa OCYIISCTBISIETCS Ha OCHO-
BaHUM MCXOMOB, KaK TPEACTaBIeHO Ha aJlropuTMe:
HopManu3auusi uau noBbiieHne YCC, coxpaHeHuUe
CTeNeHU BBIPAXXEHHOCTU OpaauKapauu, Mporpeccupo-
BaHUe OpaTnKapanu.

Ipn BBIIBIEHUM OpaguKapauu CO 3HAYCHUSIMU
YCC, paBHBIMU 2-My NEPLEHTWIIO WJIM MeHee OTHOCH-
TEJIbHO BO3PACTHBIX HOPM, PEKOMEH/IyeTCsl HaOIoaeH1e
JIETCKOTO KapauoJjiora, a Takxke 3JeKTpokapauorpadu-
yeckuii KoHTpoib YCC 1 pa3 B 3 Mec. B ciyuae coxpa-
HeHus1 ycroitumBoil Opamukapauu (HCC coxpaHsieTcst
Ha ypoBHE < 2-TO MEePLEHTUJISI) WIX TPOTPECCUPYIOIETO
cHmxeHuss YCC pebGeHka HampabJISIIOT Ha KOMIUIEKC-
HOe Kapauosornyeckoe obciieoBaHUe C OTpeneeHueM
KIIMHUKO-3JIEKTPpOKapanorpamIeckoro BapruaHTa CHH-

JipoMa cJ1ab0CTH CUHYCHOTO Y3J1a COTJIACHO OOIIeNpPUHSI -
TBIM KpuTepusmM [3, 4, 6].

TManmenty ¢ | BapmaHTOM cuHApoma ciaboCcTu
CUHYCHOTO Yy3Jla pPEeKOMEHIYeTCSI COOTBETCTBYIOIIAS
Tepamnusi, a Takxke HaOJIJIeHUe Yy JETCKOTro KapIuo-
Jiora 1 pa3 B roji ¢ TIPOBEICHUEM CTaHIAPTHOM 3JEKTPO-
Kapauorpadun misa oueHu nuHamuku YCC B TeueHume
He MeHee 5 neT. Ecau npu KaTaMHECTMYECKOM OCMO-
Tpe KOHCTaTUPYyeTCsl TIporpeccupoBaHre OpaauKapanu,
NajibHeMIasi TakTUKa OIpeessieTcsl B COOTBETCTBUM
C MPeICTaBAEHHBIM aJITOPUTMOM.

VY nereit ¢ II-IV BapuanTamu cuHIpoma ciaboCTu
CHHYCHOTO y3J1a HA OCHOBaHMU Pe3yJIbTaTOB 00C/IeI0BaHMST
OLIEHUBAIOT HAJIMYME TTIOKa3aHUI K XMPYyPrUUeCKOMY Jieue-
HUI0O — WMIUIAHTAIlMMA TIOCTOSIHHOM CHUCTEMBI 3JIEKTPO-
KapIUOCTUMYJISILIMM — COTJIACHO OOIICTIPUHSATHIM KpUTe-
pusim [4]. IlaimeHTHl ¢ MoOKa3aHUSIMM K WMMIUIAHTALIMU
3JIEKTPOKAPIMOCTUMYJISITOpA HAMpPaBIISIOTCS Ha XUPYpP-
ruyeckoe JieueHue, a TMalMeHTbl, Y KOTOPBIX MOKa3aHUs
K WMIUIAaHTAllUM TIeiCMeKepa OTCYTCTBYIOT, TOJyJarOT
KypChl KOMIUJIEKCHOI Tepanuu. B mocnenmHem ciyvae
MalMeHThl HaXOIATCs Tl HAOIIOIEHUEM Y IETCKOTO Kap-
JIA0JIOTA U IBAXIbI B TOI UM MPOBOIUTCS DJIEKTPOKAPANO-
rpacdus ¢ ouenkoit YCC B TeueHUe He MeHee S JieT.

B knmmHUYecKol MpakThKe B CEMbsIX C HACIEICTBEH-
HBIMU (popMaMU OpaguKapauil IPEITIOKEHHBIN allTOPUTM
MOXKET BKJIIOUaTh Takke aHanu3 3HadyeHuit YCC He TobKO
HUXe 5-TO WK 2-TO MepLeHTWIeH, HO 1 25-11 MepLeHTWIb
Bo3pactHoro pacrpenenennss YCC. Takoe pacmmpeHue
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Puc. 1. AMropuT™M TMATHOCTHKH, NPO(GUIAKTHKA U BeleHH JeTeii C CHHIPOMOM CJIa00CTH CHHYCOBOTO y3J1a ¥ MOrPAHHYHOM Opaau-
Kapaueid.

YCC — yacrora cepaeunbix cokpamenuii; CCCY — cunapom ciadoctu cuHycHoro y3ina; DKC — 3/eKTpoKapaMocTuMyJisTop.
Fig. 1. Algorithm for diagnosis, prevention and management of children with sick sinus syndrome and limitary bradycardia.
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KpUTEpUEB OpalvKapauy TO3BOJSIET HAa CaMBIX PaHHUX
CpOKax MpeIoTBPaTUTh MPOTPECCUPOBaHNe OpaTuKapaIuu
U pa3BUTHE YTPOXKAIOIINX XU3HKM cuTyanuii. [TammeHTam
co 3HaueHusiMu YCC Ha cTaHAapTHOW 3JIEKTPOKApAMO-
rpaMMe, paBHBIMU 25-My MEPLEHTUIIO UM MEeHee OTHO-
CUTEJTEHO BO3PACTHBIX HOPM, PEKOMEHIYETCST OCMOTP JIET-
CKOTO KapauoJjiora M KOHTPOJIbHAST 3JIEKTpOKaparuorpadust
1 pa3 B 2 roma. B ciryuae camkenust YCC < 5-ro nepiieH-
TUJISI OTHOCHUTETBHO BO3PACTHBIX HOPM JaJbHEMIIast Tak-
THKa OTpeNeIeTCs B COOTBETCTBUM C TIPEACTAaBICHHBIM
anroputMoM. B ciydae coxpanenmss YCC Ha mpexxHeM
YPOBHE, paBHOM 25-My MEPLEHTUITIO WK MEHee OTHOCH-
TEJIbHO BO3PACTHBLIX HOPM, aMOyJIaTOpHOe HaOromeHue
nponomkaercs. B ciayyae Hopmanmuzauuu YCC (> 25-ro
TepUEHTWIA) peOeHKa BBIBOISIT M3-TION aMOyJaTOPHOTO
HaOJTIOIEHUST CTIeITMAINCTA.

PaccmoTpuM TIprMeHeHUe aJropuTMa Ha TpHuMepe
JIBYX KIMHUTYECKUX CITy9aeB.

Knunnyeckuii ciyqaii Nel. JIesouka 3., 5 ner. Ponu-
TeJW MOJIOAbIe, 3M0pOBbIe. JIeBOUKa MPaKTUYECKHU 3/10-
poBa, HaxXOAWTCI Ha ydeTe IO TOBOAY OpamuKapIuu
y KapauoJiora IO MeCTy KUTEJbCTBA, y APYIUX CHeIu-
aJIUCTOB He HabomaeTcs. DIeKTpoKapauorpadus mpo-
BOIMIIACH €XKETOIHO.

B Bospacte 11 Mec Ha cTaHmApTHOM BJIEKTpOKAap-
IMoTpaMMe  OIpenessiyicss cuHycoBblii  putM, YCC
100—102 yn/MuH, 9TO COOTBETCTBYET 5-MY TEPLEHTUIIIO
BO3pacTHOro pacnpezneseHusi (puc. 2). B nmanbHeiem
peOEHOK TIPOXOIWII, COTJIACHO TPENCTaBIEHHOMY aJro-
PUTMY, €XEeTOIHBII KOHTPOJIb ¢ olleHKOI nuHaMuku YCC
Ha OCHOBAaHMM CTAHIAPTHOM BJIEKTPOKApIMOTPAMMBI.
B Bospacre 2 ner YCC cocraBuna 88 yn/mMuH (5-i nep-
LIEHTWIb), B 3 roga — 83—84 yn/MuH (5-11 IEpUEHTUIIb),
B 4 roma — 80 yn/muH (5-i1 nepueHTuib). Ha puc. 3 npen-
CTaBlieH (PparMeHT DBJIeKTPOKAPIUOTPaMMbI  JI€BOYKHU
B Bo3pacre 5 JieT, rae 3HaueHus1 YCC onpeaessitoTcst TakKe
Ha YPOBHE 5-TO MEePLUEHTUIS Y COCTABJISIOT 73 yi/MUH.
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B MOMOLLIb TPAKTUYECKOMY BPA4YY
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Puc. 2. OparMeHT CTAHIAPTHOI IJIEKTPOKAPANOrPAMMBI 1€BOY-
ku 3. B Bo3pacte 11 mec.

Fig. 2. Fragment of a standard electrocardiogram of a girl Z., aged
11 months.

TakuM obOpa3oM, TaHHBI MPUMeEpP IEMOHCTPHUPYET
coXpaHeHWe OpaauKapauyd Ha CTaOWIBLHOM YpOBHE,
KOTOPBI COOTBETCTBYET 5-MYy TMEpPIEHTUIIO BO3pPACT-
Horo pacnpenenenuss YCC B TedyeHUMe HECKOJBKUX
JIET, 4YTO He TpebyeT M3MEHEHUs] B TaKTUKE BeIeHUS
pebeHKa.

Knunnyecknii cayyait Ne2. Manbuuk C., 5 ner.
Marb — MoJonasi, 310poBasi, JaHHbIe 00 OTIe pebeHKa
He TIpeACTaBieHbl. MaJlbuMK HaAXOOUTCSI Ha ydeTe
MO TIOBOAY OpaguKapauud y Kapauoyiora II0 MECTY
JKUTETbCTBA, TAKXKE COCTOUT Ha y4eTe Yy OTOJapUHTOJIoTa

C6:25. 0KT. 17 21:57:57

I i AN /-'
AL ; 13 i :
g gemr ~ ’
b Freckih BAA 0 G H o] \_H‘Aw_,/ A e (e AV
141 4 A
N L 4 o B J
y Sl A TR, ety ! b pa A A
ot ,_./..Ml/’\.-———n..,./h____m--

E
f:fcﬁfl“cwaa i s : f/ L/#F’A‘

o e e o L KRR r—»fn-FJH’J.

/’I-\f'—-'—"\-‘/’\-—n—-_._,,l’{‘ -

x.;:Wh‘:::?i;“J:x—J;,

Puc. 3. @parMeHT CTAHIAPTHOI JEKTPOKAPAMOTPAMMBI 1€BOYKH 3. B BO3pacTe 5 JieT.
Fig. 3. Fragment of a standard electrocardiogram of a girl Z., aged 5 years.
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TT0 TIOBOJTY XpPOHUYECKOTO TOH3WJUTUTA. DIEKTPOKapINO-
rpacdust MPOBOIMIOCH HE €KETOTHO.

B Bo3pacte | roma Ha CTaHIAPTHOW 3JIEKTPOKAPIH-
orpamMme 3aperucTpupoBaH cUHycoBblii putM ¢ HYCC
125 yn/MuH, 4TO COOTBETCTBOBAJIO 25-My MEPLEHTUIIO
Bo3pacTHoro pacrpeneneHust (puc. 4). B Bo3pacre 2 ner
Ha 2JIEKTpOKapIuorpaMMe OMpeaesisiach Opaaukap-
nust ¢ YCC 85 yn/muH (5-i mepueHTWIb), B BO3pacTte
S net — 70 yn/muH (2-it nepuentuanb). Ha puc. 5 npen-
CTaBJieH (hparMeHT ITOBTOPHOU 3JIEKTPOKAPIUOTPAMMEL
B BO3pacTe 5 JIeT, BBIITOJIHEHHOM C WHTEpBaJioM 3 Mec,
Ha KOTOPOI KOHCTAaTUPOBAHO YyCYyryOyiieHWe Opamukap-
muu — YCC coctaBnsa 67 yo/MuH U OblJla HUXE 2-TO
repreHTIWIsA. KpoMe Toro, y pedbeHKa TOSIBUITICH KaTO0bI
Ha TOJIOBOKPYXXEHWE, VYCTAIOCTh TIpW (DUINIECKON
Harpy3ke. MaJlbunKy peKOMEHIOBaHA TOCTIUTATU3AIINS
B KapIuOJIOTUYECKOE OTHEJICHUE TI0 MECTY KUTEIbCTRA,

rJie IMarHOCTUPOBAH CUHIPOM CJIab0CTU CUHYCHOTO y3/1a
¥ BBISIBIEHBI TTOKAa3aHMS K XUPYPTUIECKOMY JICUECHHIO.
JaHHBIIT ~ mpuMep  TIPEACTaBIsIET  BBISIBICHHOE
MpU TUHAMUYECKOM HaOJIOAeHUN TPOrpecCUpOBaHMe
CTeNeHU OpamuKapauu ¢ YpexXeHuem Iyjibca ¢ 25-To
IO 2-TO MepLEeHTIIS Bo3pacTHOTO pactpeneiaeHus YCC,
KOTOpOe TIOTpebOBaji0 HE TOJbKO TOCIUTATI3AIUNA
MaryeHTa, HO M €r0 XUPYPru4eckKoro JIeYeHus .

3aknovyeHue

Borpocekl HabntoneHust aereid ¢ CMHAPOMOM CJlabo-
CTU CMHYCHOTO y3JIa TPaJWIIMOHHO BBI3BIBAIOT CJIOXKHO-
CTH, B TOM YHUCJIE B CBSI3U C HETOUHOCTHIO (hOPMYJIMPOBKU
caMoro TIOHSTUST OpaavKapaus U 4acTOrO He3HaHUsI Bpa-
yamu HopM YUCC y pmereii paznuuHoro Bodpacta. Kpome
TOTO, OO0sI3aTeJIbHBIM YCJIOBMEM MOHUTOPUHTA JeTeit
C CHUHIPOMOM CJIa0OCTM CHHYCHOTO Yy3ja SIBJISIETCS
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Puc. 4. ®parMeHT CTAHAAPTHOI dJIeKTPOKapaMorpammbl Masibunka C. B Bospacte 1 rona.
Fig. 4. Fragment of a standard electrocardiogram of a boy S., aged 1 year.
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npaBuibHasg TpakToBKa muHamukn YCC. TenmeHums
K HopMmasin3auuu win HopManuzauuss YCC oTHocuTeb-
HOTO BO3PACTHBIX HOPM CUMTAETCS MOJIOXKUTEIbHON TMHA-
MMKOI TedeHUs1 3a00JIeBaHMsI, B TO BpeMsl KaK COXpaHe-
Hue YCC Ha npexxHeM ypOBHE OTHOCUTEILHO BO3PACTHBIX
HOPM CUMTAETCSI OTCYTCTBMEM OTPHULIATEIbHON TMHAMUKU.
ITomumo atoro, onenuBarb YCC HeoOXOIMMO CTPOro
B COOTBETCTBMM C HOPMaMM Pa3JIMUHbBIX 3JIEKTPOKAPINO-
rpapYeCcKuX METOAMK — CTaHIAPTHOM 3JIEKTPOKAPIUO-
rpady 1M XOJTEPOBCKOTO MOHUTOPUPOBAHUSI, KOTOPBIC
TaKXe UMEIOT BO3PaCTHBIE OCOOEHHOCTH.
IIpencraBieHHbIN aIrOPUTM, YUYUTHIBAIOIIMI CTEIEHb
U YyCTOMYMBOCTD OpannKapauu, HaTJISIIHO TIEMOHCTPUPYET
TAaKTUKY BEeJIEHUSI TTalIMeHTA MPU MPOTPECCUPOBAHUM CUH-
Jipoma cJ1ab0oCTU CUHYCHOTO Y3J1a, KOTOPOE MOXET TOoTpe-
0oBaTh rOCMUTAIM3ALUU peOeHKa ¢ BBIPAXKEHHOM Opanu-
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Puc. 5. DparMeHT CTaHIAPTHOM 3JIeKTPOKAapaHOrpaMmbl Majbuuka C. B Bo3pacre 5 Jier.
Fig. 5. Fragment of a standard electrocardiogram of a boy S., aged 5 years.

Kapnueil. B maHHOM anroputMe Mbl CKOPPEKTMPOBAIU
MpeACTaBIIEHHYI0 paHee CXeMy, paclIUpUB aHaJU3UPY-
emble 3HaueHus1 YCC co 2-ro 10 25-T0 MepLeHTUIsI BO3-
pacTHOTO pacripeneieHusi. DTo J1aeT BO3MOXHOCTb IpU-
MEHEHMSI YKa3aHHOTO aJIFOPUTMa KaK y 3I0pPOBBIX JIeTei
Ui po(pUIakTUKKU 3a0oJieBaHUsI, TaK W ISl JTMAarHO-
CTUKU OpaivapUTMUHN y TIAIMEHTOB C caMOW pas3uYHOMN
comyTcTByonIell matoyiorueii. OH MOXeT MPUMEHSThCS
Ha JIto0Oo# cTamuu 3a0oJieBaHUsI MAllMEHTa U He TIPeIIo-
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NX YHMCJIa, yYCOBEPIIEHCTBOBAHMEM METOIOB CBOEBpE-
MEHHOM IMarHOCTUKUA W mosiBJIeHUeM 3(P¢GEeKTUBHBIX
METONOB JeueHusi. Penkue 0ojie3HU — 3TO BCTpeyaro-
LIMecs] C OTpeAeJICHHOM YacTOTOM, yrpoXKawIre XXU3H!

© KonnekTtne aBTopos, 2023

Anpec mas koppecnonaenuun: KemmmiusH Enena CosoMOHOBHAa — [.M.H.,
mpod., pyK. OTAe/Ia HEOHATOJIOTMHM M TIaTOJIOTMHM JeTeil paHHero Bo3pacTta Ha-
YYHO-UCCIEI0BATEIBCKOTO KIMHUYECKOTO MHCTUTYTA TIEAUATPUM U AETCKOM
xupypruu um. akazn. FO.E. Benbtuiesa; ri. neauatp MiabuHCKOI 6OIbHULLBI,
ORCID: 0000—0001—6268—7782

Tosnusin Enena BacuimbeBHa — K.M.H., Bpauy — JIETCKUI 9HIOKPUHOJIOT, Te-
HeTUK HayuHo-MccienoBaTeIbckKoro KJIMHUYECKOr0 WMHCTUTYTAa MNeAuaTpum
u 1eTckoi xupypruu um. akan. F0.E. Beabruinesa; Bpau-aeTcKUl SHIOKPUHO-
nor Wbunckoit 6ombauis;, ORCID: 0000—0001—-6268—7782

125412 Mockaa, yi1. Tanaomckas, a. 2

MorsokoezioBa Anekcanzipa BacuibeBHa — Bpau-Teauarp, aijieprojor-uMmmy-
nousor Wnsuuckoii 6onbHus, ORCID: 009—006—1361—-8979

143421 MockoBckast 06J1., nmoceneHue MinbuHckoe, yia. PybieBckoe npenme-
cThe, 1. 2, Kop. 2

WIM XpOHUWYECKHEe TIporpeccupytoliie 3abojieBaHus,
6e3 JiedeHUsT TIPUBOASIINE K CMEPTH WJIM WHBAIWINA3A-
1 6osibHOTO. K 9uMCIy penkux OTHOCSAT BPOKIEHHBIE
W HaCJIeCTBeHHbIC OO0JIE3HW, MHOTME TeMaTOJIOThYe-
CKUe, DHIOKPUHHBIE, OHKOJOTUYECKUE U IpYyrue 3a60-
JIeBaHUSI, UMEIOIIMe KaK TeHETUUeCKoe, TaK U HeHace -
cTBeHHOe TIpoucxoxaeHue. bonee 80% penkux 6oe3Hei
MMEIOT B OCHOBE TeHETHYeCKUe HapyIIeHUs, KOTOpbIe,
Kak TMpaBWJIo, MaHUGECTUPYIOT B paHHEM BoO3pacTe,
noatomy 6oisree 50% Bcex mauMeHTOB — neTH. [1pu 3Ha-
YUTETHLHOM Pa3HOOOPa3UM ITUOJIOTUUYECKUX (haKTOPOB
W KIMHUYECKUX TIPOSBICHUI OOIINUM JIsT OOJBITMHCTBA
0oJIe3HEN IBJISIETCST 3HAYMTEIbHOE COKpallleHre PO -
SKUTEIBHOCTH JKU3HU TTalieHToB. Tak, okono 30% neteii
¢ penkumMu (opaHHBIMK) 3a00JIEBAHUSIMU HE JOXUBAIOT
1o 5 net [1—4]. Bo3MOXHOCTh KaK MOXKHO paHbIIle THa-
THOCTUPOBATh 3a00JIeBAaHUE TIO3BOJISIET CBOEBPEMEHHO
COCTaBUTh TIPaBWJIbHBI TUIAaH BeJACHUs TallueHTa,
CKOPPEKTUPOBATh JieYeHUE, OCHOBBIBASICh HAa TTOHUMA-
HUW OSTUOJIOTMM M TIaTOTeHe3a TaHHOTO 3aboJieBaHUS
W B WTOTe TIPEOyNPeIuTh BO3MOXKHBIE OCIOXHEHUS.

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)

137




CocTaBjieHMe aJropuTMa BeJASHUSI MAllMEHTOB TaKOM
KaTeropuu MMeeT OOJbIIoe 3HAaYUeHUE U1 METUIIMHCKOM
MPaKTUKH, B YACTHOCTU MPAKTUKU TIeANATpa U Y3KOIIPO-
¢unbHOTO CrielancTa.

OmHO M3  penKMx TeHeTUYeCcKMX 3aboJieBaHUI
y JeTeil, compoBoXaalolleecss MOJUOPTaHHbIMU Hapy-
IEHUSIMA, — AayTOMMMYHHBIA TMOJUHIOKPWHHBINA
(TToMrIaHaysIpHBI) CUHIpPOM 1-ro Tuma. BBumy Hemo-
CTaTOYHON €ro M3YyYeHHOCTH BO3HUKAIOT CJIOXHOCTHU
B JMarHOCTUKE 3TOro peaKoro 3abosieBaHUsI. B cBsi3u
C OTUM IIeJIb HACTOSIIEN CTaTb — TMTO3HAKOMUTh C HUMU
Bpaueill pa3HBIX CIEeUaTbHOCTEH; TOKa3aTh CIOXHO-
ctu  nuddepeHIMaaTbHO-AMarHOCTUYECKOTO  TOUCKa;
MPOAEMOHCTPUPOBATh Ha €ro MpUMepe HeOOXOAUMOCTh
MYJbTUANCIUTTMHAPHOTO MOAX0JA K BEACHUIO GOJBHBIX
C TIOJITMOPTAaHHBIMU HAPYIIIEHUSIMU.

AYTOUMMYHHBIN TTOJMIIAHAYJISIPHBIA CUHAPOM 1-TO
T (TaK>Ke U3BECTHBIN KaK CHHAPOM YHUTaKepa, CUHIPOM
bauszapaa u cMHIPOM ayTOMMMYHHOTO TTOJIUTIaHAYJISIP-
HOTO KaHIMI03a—3KTOAepMalIbHOM nuctpodun — Auto-
immune-Poly-Endocrinopathy-Candidiasis-Ecto-
dermal-Dystropty, APECED;  MynsTM3HIOKpUHHAS
HEIOCTaTOYHOCTh ayTOMMMYHHasI ¢ KaHIumo3oM — Mul-
tiple-Endocrine-Deficiency-Autoimmune-Candidia-
sis, MEDAC) — 3710 peakuii CMHAPOM ayTOMMMYHHbBIX
MOJTMOPTAaHHBIX HapylIeHUi, Hapsay ¢ 0JIACTOMHUKO30M
1 3KTomepMaiibHOI muctpodueit [5]. IlepBoe kmmHMYe-
CKOe OIMCcaHue KaHAMIOMOJIMIHIOKPUHHOTO CUHApPOMA
MpUHAIIEXUT aHmMiickuM Bpayam E.S. Thorpe u H.E.
Handley [6], xoTopsie omnybiaukoBanmu B 1929 r. ciayyait
CcoYeTaHMsl KaHAUI03a U TUTIOKATbLIIMEMUYECKUX CYyI0pOT
y 4eThIpexjieTHero Majaburka. B 1946 . M.F. Leonard [7]
MpeACTaBWI ClTy4yaii TUIONapaTipeo3a B COUeTaHUM C Hafl-
MMOYEYHUKOBOI HEI0CTaTOUYHOCTHIO Y pebeHka. B 1956 r.
J. Whitaker u coa. [8] BniepBbIe onucaayd Tp¥ OCHOBHBIX
CUMIITOMA, TaK Ha3bIBaGMYyI0 KJIACCUUYECKYID TpHaIy:
XPOHUYECKUI KaHIWAO03, TUIOMapaTUpeo3, HamamoJyeu-
HUKOBYIO HemoctarogHocTb. B 1980 r. Ha cummosuyme,
MTOCBSIIIEHHOM ayTOMMMYHHBIM acrieKTaM SHIOKPUHHBIX
Gonesueit B Holo-Mopke, M. Neufeld u coasr. [9] npen-
JIOKUJIM  KJIacCU(PUKAIIMIO ayTOUMMYHHBIX TOJMDHI0-
KPUHHBIX CMHAPOMOB, B KOTOpPOI BITepBbIe ObLIU cop-
MYJIMPOBAaHbl KJIMHWYECKWE KPUTEPUU JAUATHOCTUKU
KaHAWIOTOIUIHAOKPUHHOTO CUHIPOMA, WM ayTOMM-
MYHHOTO TIOJIMOHIOKPUHHOTO CMHApOMa 1-To TUTIA.

IlaToreHe3 ¥ MOJIEKYJIIPHO-TEHETHYECKHE OCHOBBI
AYTOMMMYHHOTO  TOJIMIVIAHAYJSPHOTO CHHIpoma 1-ro
THNA. AYTOMMMYHHBIN TOJUTIAHAYISIPHBIA CUHIPOM
l-ro TMma — YyHMKaJbHOE MOHOTEHHOE 3aboJeBaHUe
C ayTOCOMHO-PEIIECCUBHBIM TUTIOM HacJie[IOBaHUsI, UME-
Iolllee B OCHOBE IMaToreHe3a ayTOMMMYHHBIN Tpollecc.
B 1997 r. ¢dunckoit rpynmnoit yuensix (Finnish-German
APECED consortium) 0bu1 oTKpbIT reH AIRE (Auto-
Immune REgulator), nedexTtsl B KOTOPOM MPUBOAST
K pa3BUTHUIO ayTOMMMYHHOTO TOJUTIAHAYISIPHOTO CUH-
npoma 1-ro tuna (OMIM#240300). I'en AIRE xomu-
pyeT 6eJloK — ayTOMMMYHHBIN peryjsiTop, JIOKaau30BaH

B MOMOLLIb TPAKTUYECKOMY BPA4YY

Ha JUIMHHOM Tuieye xpomocoMmbl 21 (21q22.3) u coctout
n3 14 sx3oH0B. benok AIRE skcnpeccupyercst B Mmemy-
JIIPHBIX STMUATETUANBHBIX KJIETKaX TUMyca U B JUMa-
Tyecknx y3nax. Ommcano 6onee 50 pa3aMyHBIX MyTa-
mit reHa AIRE, Hanbomnee 9acteie p. R257X (6 5K30H),
p. 109del13 (8-i1 ak30H), p. R139X (3-ii 5x30H); B Poccuu
HanboJlee yacTast MyTalus y allieHTOB C ayTOUMMYHHBIM
MOJIUTJIAHIYISIPHBIM CUHAPOMOM 1-10 Thia — p. R257X.

B 2006 . 6bIT1 BIIepBbIe UCCIEAOBAHbBI ayTOAHTUTETA
K MHTephepoHy-oMera y MalueHTOB ¢ ayTOMMMYHHBIM
MOJUTJIAHAYISIPHBIM CUHAPOMOM 1-TO THIIa; 3TH ayTo-
aHTHTeJIa B JaJIbHEWIIeM 3aHSJIM BakKHOE MECTO B JMa-
THOCTHKE 3aboJieBaHMSI. B maToreHe3e ayTOMMMYHHOTO
MOJUTJAHAYISIPHOTO  CUHIpPOMAa WTrPalOT  KITIOYEBYIO
POJTb ayTOMMMYHHasT IeCTPYKIMSI SHAOKPUHHBIX JXeje3;
neOroT 3a0osieBaHMS B repBbie 10 JIeT XKU3HU; Kiaccuye-
ckag Tpuana (omucaHHast XK. YuTakepom): CIM3UCTO-
KOXHBIN KaHIWIO03, TUITOMapaTUpeo3, MepBUYHAs XpO-
HUYeCcKast HaaAImoOYeYHNKOBast HEMOCTaTOYHOCTh (00J1e3Hb
Annucona). Kinaccuueckoii Tpyuaae MOTyT COITyTCTBOBAaTh
JIpyrve SHIOKPUHOMATUM (IMTEPBUYHBINA TUIIOTOHAIN3M,
3HAYUTENIBHO peXe TIePBUYHBINA TUITOTUPEO3, caxap-
HBI guabet 1-ro Tuma). JleueHne mpu ayTOMMMYHHOM
MOJUTJIAHAYISIPHOM CUHIPOME BKITIOUAET 3aMECTUTEIb-
HYIO Tepariio HeIOCTAaTOYHOCTU SHIOKPUHHBIX XeJes;
MpU HAJIWIUU KaHIMI03a — TPOTUBOTPUOKOBBIE TIpe-
MmapaThbl.

B cooTBeTcTBUM ¢ IpUHSATON KiiaccuduKalneil ayTo-
WMMYHHBIM TTOJUTIAHAYISIPHBIA CUHAPOM MOXET OBITh
TpeX TUTIOB:

1-To THTTa — XPOHWYECKU KaHIUI03 KOXU U CIIU3U-
CTBIX 000JI0YeK; TUITOMapaTUPeO3; XPOHUYECKast HaaImo-
YEYHUKOBAsT HEAOCTATOUHOCTD;

2-TO TUTIA — XPOHWYECKass HAATIOYEUYHUKOBAST HEO-
CTATOYHOCTb M XPOHUYECKUI ayTOMMMYHHBIN THPEOU-
IIUT W/WJW caXapHBIi AuabeT;

3-10 TMMa — XPOHUYECKNI ayTOMMMYHHBIM THUPEOU-
IIUT 1 JTI00ast Ipyrast SHAOKPUHOMATHS, KpOME XpOHUYe-
CKO# HaIImoO4YeYHNKOBOM HegoctatouHocT [10].

YacroTa pa3sBUTHS AYTOUMMYHHOTO TOJIHIJIAHILY.JISAP-
HOTO CHHIPOMA 1-ro THNA B Pa3JMYHBIX MOMYJISAIMAX. AyTO-
WMMYHHBIM TTOMUTIAHAYISIPHBIN CUHIpPOM [-TO THIa
OTHOCUTCSI K O4€Hb penkuM (ophaHHbIM) HACJIEACTBEH-
HBIM 3a00JieBaHMSAM. JlaHHBIE O PacCIPOCTPaHEHHOCTH
MMEIOTCS TOJIBKO B HeKOTOPbIX cTpaHax EBporibl u CILA.
B GosbIMHCTBE TTOMYJISILIMI OMTMCAHBl €IUHUYHBIE CITy-
yan. Camas GoJIbIlIasi KOropTa MalMeHTOB C ayTOUMMYH-
HBIM TMOJUTJIAHIYISIPHBIM CUHIPOMOM 1-TO TUIIa B MUpE
C caMbIM JUIATETbHBIM TEpUOIOM HaOIIONEeHUsST Oblia
MpeacTaBieHa (PMHCKOM TPYITION YYEHBIX TIOI PYKOBOI -
crBom npodeccopa f. Ilepxeenryna (J. Perheentupa),
kotopsie B 1990 r. etie 10 oTkpbiTusi reHa AIRE onucanu
ceputo u3 68 ciydaeB 3aboyieBaHUsA. TakuM o00Opa3oM,
pacmpoCcTpaHEeHHOCTh ayTOMMMYHHOTO TIOJUTIAHIYISAP-
Horo cuHapoma 1-ro Thmna B @uHasHInmM coctaBuia 1:25
TeIC. HaceneHus. besycmoBHo, f. IlepxeeHTyma m ero
KOJIJIET MOXKHO CUYMTATh OCHOBOTIOJOXKHUKAMU U3YIEeHUST
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Kewwuisn E.C. u coaem. AyToMMMYHHBIIT OJTUIIAHAYISIPHBI CUHAPOM 1-T0 THIIA (THIIONAPATUPEO3, TIEPBIYHAs XPOHUYECKAs HAITOYEYHUKOBAS. ..

Ta6auya 1. PacnpocTpaHeHHOCTh AYyTONMMYHHOTO NOJTHIJIAH-
JyJISIPHOTO CHHAPOMA 1-r0 THNA B HEKOTOPBIX CTPAHAX MHPA
Table 1. The Frequency of autoimmune polyglandular
syndrome type 1 in different countries

Crpana Yacrora
Hpanckue eBpen 1:6000—9000
DuHATHAUS 1:25 000
Capnunus (Mrtanus) 1:14 000
CnoBeHust 1:43 000
Hopserus 1:80 000
SAnonus 1:10 000 000

MIaHAYISIPHOTO CUHAPOMA 1-TO TUIA IUKTYET MOTIOTHU-
TEJbHOE TIPaBUJIO JIWAarHOCTUKU: JTOCTATOYHO OIHOTO
U3 Tpex KJIAacCUYEeCKUX MPU3HAKOB, €CJIW y TallMeHTa
MMeeTCsl POJCTBEHHUK TIePBOTO TMOpPsIIKa C YCTAaHOBJIGH-
HBIM JIMarHO30M AyTOMMMYHHOTO TIOJUTJIAHAYJISIPHOTO
cuHIpoMa 1-To TUIIA UM TUTTMYHBIMU €T0 CUMITTOMaMU.

TToMuMO Tpex OCHOBHBIX KOMITOHEHTOB, Y TallMEH-
TOB C ayTOUMMYHHBIM TIOJUTIAHAYISIPHBIM CUHIPOMOM
I-ro TuMa pa3BUBAIOTCS APYTMe «Majble» KIMHUYECKUE
MPOSIBJIEHUSI B Pa3IMYHBIX BapraHTaX. DTO MOTYT ObITh
ajiorelsi, BATUJINUTO, TUTIOTIa3usl 3yOHOI 3Majiu, ayTo-
MMMYHHBII TenaTuT, ayTOMMMYHHBI TUPEOUIIUT, Tep-
HUIIMO3HAsl aHEeMUs, caXapHblii nuadeT, TepBUYHBIN
TUTIOTOHAIM3M, TUTIOMUTYUTApU3M Ha (hOHE ayTOMMMYH-
Horo rurnodusnTa, cyxoir kepatut. OmucaHbl U TaKue
OoJiee penKre COCTOSIHUSI, KaK ayTOMMMYHHasi pETUHO-
naTusi, ayrTOMMMYHHasi TPOMOOILIMTOTIEHUSI WJIM Kpac-
HokJsieroyHast ariasus [10]. KnuHuueckas kapTuHa
pasznyaeTcsl y pa3HbIX IMAlUEHTOB IO TSKECTH, YUCTY

Tabauya 2. PacupocTpaHeHHOCTh KIMHMYECKUX NPOSBJICHHI PH AYTOMMMYHHOM IIOJIMIJIAHAYIAPHOM cunapome 1-ro Tuna, %
Table 2. The frequency of different clinical symptoms in autoimmune polyglandular syndrome of type 1, %

Perheentupa, Poceis
KimHnyeckue nposiBiieHust Neufeld, 1981 r. Betterle, 1998 r. 2002 1. (ITerepkoBa,
Opaosa, 2005 r.)
XPOHUYECKUI KOKHO-CIU3UCTBIN KaHAUI03 73 83 100 82
T'umomnapatupeo3s 76 93 86 82
XpoHnvecKast HaImoYeYHNKOBass HEIOCTATOYHOCTh 100 73 79 68
Anonennst 32 37 40 27
AYTOMMMYHHBIIA TeaTUT 13 20 17 14
ManbabcopOryst 22 15 21 18
[Mepnunuosnas anemus (B ,-nedunntHas anemus) 13 15 31 11
CaxapHblIit TabeT 4 2 23 14
l'moronanuam 17 43 72 7
XpOHUYECKUI AyTOUMMYHHBII TUPEOUAUT 11 2 18 18
Butuiuro 8 15 26 9

9TOro penkoro cuHapoma. MHbopMmaius o yacrore pas-
BUTHSI ayTOUMMYHHOTO TOJIUTJIAHIYISIPHOTO CUHIPOMa
1-ro Tuma B pa3HbIX CTpaHax, MO JAaHHBIM WMEIOIINXCS
Ha CEeTONHSIINHUWI IeHb IyOJauKaluii, NpeacTaBieHa
B Tao. 1.

JIMarHOCTHKA W KJIMHUYECKHE NMPOSBICHUsT AyTOMMMYH-
HOTO MOJIUIIAHAYJISPHOr0 cuHapoma 1-ro Tuma. /{uarHo-
CTHKa 3a00J1eBaHMUSI OCHOBAaHA Ha HAJIMYMU ABYX U3 TPEX
KJTaCCUYECKUX KPUTEPHEB ayTOUMMYHHOTO TOJTUTIAHIY-
JISPHOTO CMHIpoMa 1-To Tuma:

1) XpOHUYECKMIT KOXKHO-CITU3UCTHIN KaHINI03,

2) rMIIoIapaTupeos,

3) XxpoHWYecKas epBUYHAs HAAITOYeYHUKOBAast HEJTO-
CTaTOYHOCTb.

JlaHHbIE KpUTEPUU TIPOSBISIOTCS y TAlUEHTOB
B 65—100% cny4aeB B pa3HOM cOYe€TaHUU. AYyTOCOMHO-
pelieCCUBHBINM TUIT HACIETOBAHUST ayTOMMMYHHOTO TTOJTA -

KOMIIOHEHTOB (OT OIHOTO /IO NIeCSITH), BO3pacTy MaHM-
(becTaruy 1 BpeMEHHBIM MPOMEXKYTKAM MEXIy TOSIBIIEe-
HUEM HOBBIX KOMITOHEHTOB (Ta01. 2).

AYTOMMMYHHBI ~ TOJUTJAHAYISPHBIA  CUHAPOM
1-To TMTIA MeeT MTOMMOP(PHYIO KITMHUYECKYIO KApTUHY
C TIopakeHMeM MHOTMX OopraHoB. TedyeHue 3aboJieBa-
HUSI OYEeHb BapvabeIbHO W OTIMYAETCS YUCIOM KOM-
TMOHEHTOB, KOTOPbIE Pa3BUBAIOTCS y OJHOTO TAllMEeHTa
(ot omHOTO 10 GOJIee NecsITH), BO3pacTOM MaHUpeCTalluu
KOMITOHEHTOB (OT TePBBIX MECSILIEB XXU3HU 10 B3POCTIOTO
Bo3pacTa). B ¢BsI3M ¢ 9TMM AMATHOCTHKA CUHAPOMA ayTO-
WMMYHHOTO TIOJIMTJIAHAYJISIPHOTO CHHApoMa 1-To Tuma
3ama3abiBacT Ha HECKOJIBKO JIET TT0 OTHOIIEHUIO K Bpe-
MEHU MaHU(ECTAIIUN TTEPBBIX KOMITOHEHTOB.

l'eHeTMuecKasi MMarHOCTUKA C OTpeAe/icHUEeM MYyTa-
muii B reHe AIRE mo3BossieT ycTaHaBIMBaTL AWAaTrHO3
paHblie, yeM c(hopMUpOBaIach TMarHOCTUYECKasl Arana
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WIX TpUaga KOMIIOHEHTOB, KOTOpPBIE CIyXaT KIMHU-
YeCKMMU KPUTEPUSIMU IHUarHo3a. MHoOrme u3 «Heoc-
HOBHBIX» KIMHUYECKUX KOMIIOHEHTOB, HE BXOJSIINX
B KJIACCMYECKYIO TPUaAy, MaHU(PECTUPYIOT paHbllle, YeM
OCHOBHBIE, T€M CaMbIM OMpeessisl KaTeropuo TalueH-
TOB, KOTOPbIM HEOOXOAMMO MPOBOAUTH MCCJIEIOBAaHUE
reHa AIRE (neTu ¢ ayTOMMMYHHBIM TeMaTUTOM, ayToO-
WMMYHHOM aHTYJSIpHOU (MOJMMOpP(QHOI) 3pUTEMOIA,
ayTOMMMYHHOM BHTeponaTueli HEeSICHOM 3TUOJIOTUN).
Hanuyue yacroit myratuu B nonyisitiuu (p. R257X) naer
BO3MOXHOCTh TMPOBOIUTH TIOATAITHYIO TEHETUYECKYIO
IMAaTHOCTUKY.

Merton omnpeneiaeHUs] WHAEKCA HEWTPaTU3YIOIINX
ayToaHTUTeN MHTepdepoHa-omera U -aiabda-2 mokasai
BBICOKYIO 3((EeKTUBHOCTb, YyBCTBUTEJIBHOCTb U CITCII-
UGUIHOCTD JJIS1 TMATHOCTUKY ayTOMMMYHHOTO TIOJIMDH-
IOKPUHHOTO cuHapoMa 1-ro tumna. OTMevaeTcst CuiibHast
B3aMMOCBSI3b MEXIY HaJIu4yveM OIpefeieHHbIX OpraH-
crnennUIeCKUX ayTOAaHTUTES M pa3BUTHUEM KOHKpPET-
HBIX KOMIIOHEHTOB CUHIpoMa. BbICOKMiT MHAEKC ayTo-
aHTUTEN K MHTEPJeHKNHY-22 KOppeaupyeT ¢ HaIMIueM
XPOHUYECKOTO KAHAUA03a KOXMU U CIUBUCTBIX 000JI0-
YyeK, BBICOKMI MHIEKC ayToaHTUTeN K 21-Tuapokcuiase
KOppEeJUpPYeT ¢ pa3BUTUEM XPOHUYECKOW HAAIOYEeYHU-
KOBOW HEIOCTaTOYHOCTH, BBICOKMI WHIEKC ayTOAHTU-
ten Kk NALPS ormeuaercst y OOJbIIMHCTBA TAIIMEHTOB
C TUIIOIApaTUPEO30M, a BBICOKMI MHIEKC ayTOaHTUTE
Kk CYPIA2 koppenupyeT ¢ pa3BUTHMEM ayTOMMMYHHOTO
rernaTtuTta y MalMeHTOB C ayTOMMMYHHBIM TTOJUIHIO-
KPUHHBIM cUHApOMoM 1-ro tuna [9, 10].

Knunuyeckuit  cayyail. Pebenoxk C. ponuics
OT 2-i1 OepeMEeHHOCTH, TIpOTeKaBllIeil (GU3NoIornye-
CKM, 2-X CpOYHBIX pomoB. Macca tena 3990 r, minHa
54 cwm, oneHka mno mikane Anrap §8/9 6. Beimucan nomoit
Ha 3-u CcyTKu. BakiipHaiust BbITTOJTHEHA B TTIOJTHOM O0b-
eme. Poc u pa3BuBajIiCSI B COOTBETCTBUM CO CPEIHUMU
BO3pPaCTHBIMM HOpPMaMu, TIEPEHOCWI OCTphlE pPECIu-
partopHble MHG(pEKUUU, B 2 roma — BETPSHYIO OCIIy.
B 1,5 u 3 ropa npoBoauiioch JiedeHUE 3y0OB MO HAPKO-
30M B CBSI31 C TOHKOM 3MaJiblo 1 00pa3oBaHUEM Kapueca.
B 3 roma npu snekTpokapauorpaduu mepen HapKo3om
BBISIBJIEH BIMU30/ yutuHeHUs1 uHTepBaia Q—T, 6buto yKa-
3aHME Ha HEOOXOAMMOCTh KOHCYJIbTAMM KapauoJjora.
OnHako Ha MOBTOPHOM 3JIEKTpOKapANOTpaMMe U3MEHe-
HUs HE BBISIBJIEHBI Y POIUTEN OTKA3aluCh OT JdabHei-
II1X 00CIeI0BaHUIA.

B Bospacte 4 nmer y pebeHKa B OETCKOM cany
Ha (OHEe 3M0pOBbsI PA3BWICS CYTOPOXHBINA TPUCTYII.
IIpu osnexrpoxkapauorpadun, 3JIeKTpodHIEdaTorpa-
¢um, MarHUTHO-pe30HAHCHOW ToMorpaduu ¢ KOHTpa-
CTOM TIaTOJIOTHSI HE BBISIBJIEHA, B CBSI3W C 9TUM JIEUCHHUE
He MPOBOIUIIOCh.

Yepe3 HekoTOpoe BpeMsi y peOeHKa TMOSIBUIUCH
TUKM — MOpraHuWsl IJla3aMu W 3alliHaHUus B PEYU.
IIpu ocMoTpe HEBpPOJIOTOM, JIOTOMENOM OpraHuyecKas
MMaToJIOTUSI HE BBISIBJIEHA, YPOBEHb KOTHUTHUBHOIO pas-
BUTHSI, KOMMYHUKAIIUs U poJieBasi (haHTa3ust ObLIN BbILIE

B MOMOLLIb TPAKTUYECKOMY BPA4YY

BO3pPACTHOI HOPMBI. B 3TOT ke meproa Mama OTMETHIa
MOTpeOHOCTh Y pebeHKa B JocalMBaHUU TMUIIU. B BO3-
pacte 5,5 roga Ha ¢oHe BUpyCHOW MHeKIMu (pBoTa
3 pasza, XUAKuii cTya 4 pa3a) Mpu akTUBHOM BbIMTaMBaHUU
pebeHKa peruapaTupyoliMM pacTBOPOM, B OTCYTCTBUE
TUTIEPTEPMUM PA3BUIICS CYIOPOKHBIN SMU30Md: TeHepa-
JIN30BaHHBIE CYIOPOTH JJIVIUCH OKOJIO 5 MUH, KyITHUPO-
BaJICh CAMOCTOSITETbHO, MaMa OTMeuaja IIMaHO3 KOXH.
JlonoJIHUTENIbHOE ~ 00CeMOBaHUEe He TPOBOIUIOCH,
MaJTbYMK He TOCTTUTaIu3upoBaicsa. Ha cienytommii 1eHb
o0I111ee caMOUYyBCTBUE peOeHKa ObLIO yIOBIETBOPUTEb-
HBIM, PBOTa KYITUPOBalIach, TUapest cTaja yMeHbIIAThCS,
peGeHOK MPOI0JIKAJ BhIMTAaMBaHUE.

Yepes 2 Mec B UTPOBOI KOMHATe, MOCJIe TTOJIydeHHOTO
OTKa3a B WIpe, BHOBb Pa3BUJINCh TeHEpaJIM30BaHHBIC
cynoporu. Bo BpeMsl cymopor MOJyYWsI TPaBMYy TOJIOBBI
(mageHwe Ha TUTMTKY, yaap 3aTbUIOYHOW 00JIacThiO).
B cranmmonHape BBITTOJIHEHBI 3JIeKTpOKapauorpadust
1 3JIeKTposHIedanorpadusi, Mo pe3yabTaTaM KOTOPBIX
MaToJIOTUST He BhIsABIeHA. [1py KOMITBIOTEpHOIT TOMOTpa-
(1M roJOBHOTO MO3ra onpeesieHbl HEeMHOTOUKNCIIEHHBIE
MeJIKMe KaJbLIMHATBI B 00J1aCTU 0a3aJIbHBIX SIep ¢ 00enX
CTOPOH U B JIOOHBIX JOJISIX (Ha TpaHUIIE Ceporo U OeJIoro
BEILIeCTBA); OCTPOI UIIIEMUU, TeMOPPArMUECKUX U3MEeHe-
HUIi, TATOJIOTMYECKUX 00pa30BaHUil B TOJOCTH yeperia
He BbIsIBIeHO. Uepe3 2 THS MOSIBUIIMCH XKaJ00bl Ha TOJIO-
BOKpPYXXEHHE W OOMSIKAaHWE C pa3JIMTBIM IIMaHO30M;
Ha CJenyIoIIWii JeHb TOBBIIIEHWE TeMIlepaTyphl Tela,
MHOTOKpaTHasi pBOTa, XWUIKUN CTyJ, HapacTaHWe clia-
6octu. [Tun oxoTHO, OOIIMIT OOBEM BBITTMTOTO 3a 8 4 —
10 1600 my1, HeCMOTpPsI Ha 3TO y pebeHKa IPoaoJIKaIach
runieprepmust 1o 40°C, Ha (oHe KOTOpoli BHOBb pas-
BWJICS TIPUCTYN TeHEePalM30BAaHHBIX CYIOPOT TPOHOJI-
SKATETbHOCTBIO OKOJIO 3 MUH C TIPUKYChIBAHUEM SI3bIKa,
MOTepeil CO3HAHMS, ¢ CaMOIPOU3BOJLHBIM KyIHpOBa-
HueM. [Ipuctymn ObuT paciieHeH Kak (heOpuibHbIE CyT0-
poru. OQHAKO YIYJIIEHUST COCTOSTHUS TTOC/Ie KyIpoBa-
HUST CyIOpOT He OBUIO, HAPOTUB, peOEHOK CTAHOBUJICS
JleTaprudHee; o IIKaje KOMBI [J1a3ro coCTOsTHUE COOT-
BeTcTBOBajo 12 Gamnam. Ilpu obciemoBaHuy B aHaIMU3e
KPOBM OTMEYaJICsl YMEPEHHBIN JIeHKouuTo3 1o 14-10°/7,
BBIpaXXEHHBIN TajoukosiaepHblii casur — 10% wu Heii-
Tpodune3 — 60%, C-peakTUBHBIIN GelokK 65,7 Mr/m.
B mokasaTensix KHUCIOTHO-OCHOBHOTO coctosiHus: BE
10,0, xmopuner 89 MMoib/1 (Hopma 95—106 MMomb/1),
Kanbluii  mMoHu3upoBaHHbI 0,79 MMoab/n  (HopMa
1,05—1,23 wmmonb/n), Hatpuii 123 MMonb/n (Hopma
134—150 mmonb/n), nakrat 3,48 Mmoub/a (Hopma 0,00—
2,00 mMonb/m), pochop Heopranuveckuii 1,91 mmonb/n
(Hopma 1,26—1,86 MMoJTB/1T)

B cBs13u ¢ UBMEHEHUSIMU TIPU KOMITBIOTEPHOI TOMO-
rpaduu, COXpaHSIOMIUMUCS SJIEKTPOIUTHBIMU Hapyle-
HUSMU (TUTIOHATPpUEMUSI, TUTIOKalblMeMusi) Ha (oHe
aZieKBaTHOM MOTAllMM MUKPODJIEMEHTOB, KIMHUYECKOM
KapTWHBI, He YKJIAIbIBAIOIIEWCs B BUPYCHYIO KHIII€U-
HyI0 MHMEKINI0, pebeHOK KOHCYJIbTUPOBAH SHIOKPH-
HojioroM. CoueTaHWe MMEIOIECsl KapTUHBI C DIH30-
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Kewwuisn E.C. u coaem. AyToMMMYHHBIIT OJTUIIAHAYISIPHBI CUHAPOM 1-T0 THIIA (THIIONAPATUPEO3, TIEPBIYHAs XPOHUYECKAs HAITOYEYHUKOBAS. ..

JlaMU BHE3AITHbIX CyIOpor 0e3 3MM3HAKOB 1O JaHHBIM
aJIeKTposHIeharorpagu, OBICTPO IIPOrpeccUpylolee
YXYAIIEHWE COCTOSIHUSI MPU KaXJI0il BUPYCHOUN MHpEK-
LI BIJIOTh 10 Pa3BUTUSI CYIOPOT, OTCYTCTBUE aleK-
BaTHOI peaklIMM Ha MPUMEHEHUEe COJIEBBIX PAacTBOPOB,
a TakxXe TOBBIIIEHHass MOTPeOHOCTh pedeHKa B TOBa-
PEHHOI cou, TOHKasl 3yOHasl SMajib U 4acThIii Kapuec,
9MM30]l HapYIIeHWI Ha 3JeKTpOKapAuorpamMme B BUIIE
ynnvHeHus: uHTepBaia QT moTpeboBanu TpoBeaeHUs
nuddepeHInaTbHOTO TMarHo3a COCTOSIHUMA, TTPOSIBIISIIO-
IIUXCST CTOMKOU TMMOKAIbIIMEMUEN U TUTTOHATPUEMUEN.
JInst yTouHeHMsT [UarHo3a Ha3zHayeHo a000cienoBaHue
TOPMOHAJLHOTO TIPOMUIISL: TapaTrTOPMOH, THUPEOTPOTI-
HBIA TOPMOH, CBOOOIHBIN T4, KOpTH30i, aIpeHOKOp-
TUKOTPOITHBIE TOPMOH, peHuH, BuTaMuH D (Tadxa. 3).
B nonydyeHHBIX pe3yabTaTax OIpeAesieHO KIMHUYECKU
3HAaYMMOE TIOBBILIIEHNE YPOBHSI aIpeHOKOPTUKOTPOII-
Horo ropmoHa >1250 nr/mi nipu Hopme Ao 128 nr/miu
U peHuHa 10 241 MKen,/MJ1 ipyu HopMe 10 77,52 MKen/MJT,
YTO CBUICTEIBCTBOBAJIO O TMEPBUYHON HAAMOYEUHUKO-
BOI HEIOCTaTOYHOCTU y pebeHKa, a CHMXXEHUE YPOBHSI
naparropmona o 0,3 rir/mu nmpu Hopme ot 11,8 nr/ma —
0 HaJIMYMM y pebeHKa TurorapaTupeosa.

Ilo moBomy MepBUYHOI HAAIOYEUHMKOBOM HElTOCTa-
TOYHOCTU TIAllMEeHTY OblIa Ha3HaueHa Teparus TUApO-
KOopTu30HOM B no03e 10 Mr/cytr u GhayapoKOpTU30HOM
0,05 mr/cyT; 10 TOBOAY TUIIOKAJbLIMEMUN (BCIEACTBUE
rurionapaTupeo3a) Ha3HaueHa Teparnusi aKTUBHOU (ajib-
dakanpumnnoi) hopmoii ButamuHa D B nose 0,5 MKr/cyT,
npenapaT Kaiblius (kKapOooHaT Kanbius) 1000 mr/cyr.
Ha ¢oHe nedyeHmst HACTyIMMIO KJIMHWUYECKM 3HAYNMOE
yJIy4dllIeHNe COCTOSIHUSI peOeHKa 1 HopMasu3alus J1abo-
paTOpPHBIX MoKa3aTteseil B TeueHue 2 THEH.

IIpoBeneHa MolieKkyasspHO-TeHeTUYecKasl Bepudurka-
v auarHosa: B reHe A/RE oOHapyXeHBbI IBe ITaTOTeH-
HbIE MyTallMd B TEeTEPO3UTOTHOM cocTosiHuM, p. R257X
u p. A58V. IlpoBeneHo uccienqoBaHue aHTUTEN, XapakK-
TePHBIX JUISI ayTOMMMYHHOTO TIOpaXK€HWs Haaroyey-
HUKOB: K 2l-ruapokcunase (y nauyeHTa TUTP aHTUTEN

cocTtaBui 649 en/n ipu HopMe MeHee 57 en/JT), K UHTep-
¢depoHy-oMera (y mauueHta TUTp aHtuten 1481 en/n
npu HopMme MeHee 200 en/nm), TOBBIIEHHBI YPOBEHb
KOTOPBIX CIYXXUT JOMOJTHUTETbHBIM TUAarHOCTUYECKUM
MapKepoM CUHIPOMa ayTOMMMYHHOTO TIOJUTIaHIYJISIP-
Horo cuHipoma l-ro tumna. [1IpoBeaeHo TakKe Mccieno-
BaHWE aHTUTEN, CMEeHUMUIHBIX IS MapaTUPEOUTHOTO
cneurduyHoro 6enka NALPS (y maiimeHTa THTp aHTUTEN
coctaBui 774 en/m mpu HopMe MeHee 65 ef1/11), 4To Kop-
pelpyeT ¢ pa3BUTHEM THUITONapaTUpeo3a MpU ayTOMM-
MYHHOM TIOJINTJIAHIYJISIPHOM CUHIpOMe |-To Tha.

Takum obOpa3oMm, Ha OCHOBAaHUU KJIMHMYECKOU Kap-
TUHBI, OTWHAMUKW HapacTaHWs CUMIITOMOB, OOHapy-
SKEHHUST BBICOKOTO THUTpa aHTUTed K 21-TMapokcuiiase
¥ MHTep(EepOHYy-OMeTa, BLISIBJICHUS IBYX MyTallMii B TeHe
AIRE 6b1u1 chopMynupoBaH 3aKJIIOUUTEIbHBIN TUATHO3:
ayTOMMYHHBIN TTOMUTIaHAYISIPHBIA CUHIPOM 1-TO THIa
(TMmomnapaTtrupeos, TepBUYHAs XpOHUYECKass HaAmoued-
HUKOBasl HEAOCTAaTOYHOCTL). BBuay Toro uro 3abojeBa-
HUE HOCHUT ayTOCOMHO-PELeCCUBHBIN XapakTep, Obula
o0crenoBaHa crapiiasi cectpa MnalueHTa, oqHaKo MyTa-
it B reHe A/RE'y 1eBOYKM He BBISIBJIIEHO.

OO0cyxaeHue

TIpencraBieHHbI KIMHUYECKUI CTydyail 1eMOHCTPU-
PYET CJI0XKHOCTHU MOCTAHOBKM JIMarHO3a ayTOMMMYHHOTO
MOJIUTJAHAYISIPHOTO CUHApoMa 1-ro Turma. Y JaHHOTO
pebeHKa nmrarHo3 ObLI MPENNooXKeH U TMOCTaBJeH yXkKe
MpPU TIOJTHOCTHIO Pa3BEPHYTON KapTUHE HaAMOYEYHUKO-
BOIl HEMOCTATOYHOCTU C TIOJIMOPTAaHHBIM IOpakeHUEeM
U CTOWKUMMU DJIEKTPOJUTHBIMU HapyHIEHUSIMU. XOTSI
MPEAIOJOXUTh SHAOKPUHHYIO TIATOJIOTUIO U TIPOBECTU
TOTIOJTHUTEJIbHOE 00cliefoBaHME MOXHO ObUIO M paHee
C y4eTOM TTOBTOPHBIX 3MU30/I0B CyA0por Ha (hoHe TOoJ-
HOTO 3II0POBbSI Y OTCYTCTBUS TAaTOJIOTUYECKUX M3MEHE-
HUI Ha 3JIEKTpo3HIIedhaorpaMMe, HeOOBIYHO OBICTPOIA
neruaparaius pedeHKa 1axe Mpy HeBbIPaXKeHHbBIX CUMIT-
TOMax MOTepPHU KUAKOCTU (HeJacTble PBOTHI U Juapest
MpU ONTUMAJIIBHOM YPOBHE BBITTAMBaHUsI), BbIpaKEHHOM

Tabauya 3. Pe3yabTaThl HCCJIEA0BAHHS TOPMOHAJIBHOTO PO U 3JEKTPOJIUTOB pedeHka C. B MOMEHT Kpu3a
Table 3. The results of hormones and electrolytes of child C. in crisis

. 18.05.2022

T'opmonsl, Kaabuuii, ocdop Ennnnna n3mepenus PedepencHbie 3Hauenus o oy
Kanpiuii oommia MMOJIb/JT 2,20-2,70 1,66
MoHn3MpoBaHHBIN KaJlbIAN MMOJIb/JT 1,05—1,23 0,96
Dochop HeopraHNIEeCKMit MMOJIb/JT 1,26—1,86 1,91
TTT MME/n 0,300—5,000 2,570
T3 cBoOOIHBII MMOJIb/JT 3,00-9,14 4,63
T4 cBOGOIHBI MMOJIb/JT 6,70—16,50 13,89
AKTI IIT/MJT 3—46 >1250
Koptuzon MKT/JT 21-128 48
ITapaTtropmoH TIT/MJT 11,8—54,7 0,3
25-OH Butamuu D HT/MJT 30,0—100,0 40,0
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>Kax bl (TP HEBBICOKOM YPOBHE TOTEPh peOEHOK OYeHb
OXOTHO U C YIOBOJBCTBUEM TIMJI COJIEHBINI pacTBOp),
a Takke TIOBBIIIEHHOW W HapacTalolleil MoTpeOHOCTH
B TMOBApPEeHHOI COJIM B COYETAaHUM C PAaHHUM KapuecoMm
W UCTOHYEHMEM 3yOHOU 3Mald M BMU30J0M YyIIMHE-
Hus uHTepBaga Q—T (xoTsa 3To HapylleHue MPU YacThIX
MOBTOPHBIX 3JIEKTpOKapauorpadusx He TMOBTOPSIIOCH).
MubopMupoBaHue Bpaueil 0 TaKOM PEIKOM, HO TSDKe-
JIoM 3a00JiIeBaHUM TO3BOJUT CBOEBPEMEHHO MPEIIo-
JlaraTh M JWarHOCTMPOBAThb CUHIPOM ayTOMMMYHHOTO
MOJIUTIAHAYISIPHOTO CUHApPOMa 1-ro Tuma, 4ToObl n30e-
JKaTh TAKUX YTPOXAIOIIMX KU3HU COCTOSIHUI, KaK ocTpast
TUTIOKAJIbIIMEMUST M KPU3 HAIIOYEYHUKOBON HeIoCTa-
TOYHOCTH.

JunddepeHumnanbHbI IMarHo3 OCHOBBIBAETCS
Ha aHajauM3e KIMHUYECKUX U JIaOOPaTOPHBIX MAaHHBIX.
IlceBnorumnomnaparupeo3  OOYCIOBIEH  PE3UCTEHTHO-
CThIO OPTraHOB-MUILIEHEN K IapaTrOpMOHY, TPU 3TOM
OTMEYaloTCsl BBICOKMI YPOBEHb IMapaTropMOHa, CHUXE-
HUE YPOBHSI KaJibLiMsl U TIOBBIIIEHUE YPOBHS (ocdopa.
PaxurorionobHbie 3a00J1€BaHNSI OTJIMYAIOT OT TICEBIO-
rurionapaTupeo3a TUIMWYHbIC paxuUTUYecKue (Mporpec-
cupytoue) aedopMalim ckejera, XapakKTepHble peHT-
TeHOJIOTUYECKNe U3MEHEHUs U JabopaTOpHble NaHHbIE:
CHUXEHUME YpPOBHSI Kajblius, (ocdopa M TOBBIILICHNE
YPOBHSI MapaTrOpMOHa.

JleyeHue ManMEHTOB ¢ CUHIPOMOM BKJIIOYAET TIpe-
K€ BCEro MMEeTOJOTUYECKYH KOPPEKIMI0 ¢ OrpaHuyve-
HUeM ynotpebneHust pocdopa, KOTOpbIM OOraThl MOpe-
MPOAYKTHI, ChIP, MOJIOKO, O0OOBBIE (3€JIEHBII TOPOIIIEK),
TOBSIKbSI TI€YEHb, OPEXW; WCIOJb30BaHUE AKTUBHBIX
MeTabouToB BUTaMrHa D (anbgakaablumos, Kaabli-
TPUOJ): HavajbHas no3a mpu ypoHe Ca’*<0,8 MMob/1
cocrasisier 1—1,5 mxr/cyr, npu ypoHe Ca?"0,8—1,0
Mmosb/1 — 0,5—1 mkr/cyt. [lonGop 1036l CTPOro MHIK-
BUjAyaJieH, pa3 B 3 JHS TpeOyeTcss KOHTPOJb YPOBHSI
MOHM3WPOBAHHOTO KaJIbIIMSI B KPOBU, KPUTEPUEM aleK-
BaTHOCTHU CJIYXUT ypoBeHb Ca’" B KpOBM HE BHIILE Cepe-
IUHBI TpaHUIl HOpMbI (~1,2 MMOJIb/NT), 3aTéeM — KOH-
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CTaBsSIET OOJBIIYI0O MEIUIIMHCKYI0, HAyYHYIO U COLIM-
aJlbHYI0 3HAUYMMOCTb. YCTaHOBJIEHWE [MarHo3a OO0Jib-
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MOM 1-TO TuUIIa MO3BOJISIET CBOEBPEMEHHO OOHApYXXUTh
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K BEJICHMIO JIeTel ¢ TAKOU MaToJIOTuell yCKOpsIeT IMarHo-
CTUKY, MOBBIIAET 3 (PEKTUBHOCTD JICUSHUSI, COKpaIllaeT
CPOKM peadWIuTallMy U TeM CaMbIM YJy4lllaeT KaueCTBO
XKU3HU pebeHKa. DP(PEeKTUBHOCTL PEaOMINTALINN 3aBU-
CUT OT TIPAaBWJIBHOW KOOpAWHALIMW AEWCTBUI Bpadei
pas3IMUHBIX CIeUAIbHOCTEN. MyabTUANCIIUTUIMHAPHBIT
TOJXO/, SIBJISIETCSI «30JIOTBIM CTaHAAPTOM» W COBpPEMEH-
HOl MOIEeJbl0 TOMOIIM TalMeHTaM C ayTOMMMYHHBIM
MOJUTIAHAYISIPHBIM CUHAPOMOM 1-TO THUTIA.
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UCTOPUA NEOUATPUU

Maprapura BaagumupoBHa ZKuiMHCKas — A€TCKHUii Bpa4y M Y4eHblii
(K 100-1€THIO CO THS POXKIEHUS)

b.A. Koopunckuii™

'®UNL «MHbopmaTurka n ynpaesneHmne» PAH, Mockea, Poccus;

2PrA0Y BO «Poccuiickunii HaumoHanbHbI CcneaoBaTeNibCknii MeanuUMHCKnin yHuBepcuteT um. H.U. MNMuporosa»
MwuH3agpasa Poccuun, Mockea, Poccus;

SPre0Y BO «MockoBCKWii rocyaapcTBEHHbI yHMBepcuTeT uM. M.B. JTomoHocoBa», Mockea, Poccus

Margarita Vladimirovna Zhilinskaya — pediatrician and scientist
(on the 100th anniversary of her birth)

B.A. Kobrinskii'?

'FRC Computer Science and Control, RAS, Moscow, Russia;
2 Pirogov Russian National Research Medical University, Moscow, Russia;
¥ Lomonosov Moscow State University, Moscow, Russia

Cratbs NOCBSIIEHA JKU3HU U HAYYHOMY ITyTH TOKTOPA MeIMIMHCKUX HAYK, npodeccopa Mapraputsl Bianumuposnsl ZKuiuHckoi,
pykoBoaureo nepsoro B Poccun u CCCP oraena DBM-auarHocTiku B eanaTpum, co3aanioro B 1970 r. no ee nnnomatuse.

B Teuenue 5 ner 10 3Toro ona opli1a ['1aBHbIM BHEIITATHBIM NeauaTpoM Munucrepcrsa 3apasooxpanenusi PCOCP.

HoBoe Hanpasiienne AeATeIbHOCTH SIBUIOCH MPOJOJIKEHHEM HCCIIeJOBAHMIA N0 NPUMEHEHUI0 MATEMATHYECKHX METOJI0B B KJIMHHU-
Yyeckoii padoTe. B oTesie aKTMBHO Pa3padaThiBAIUCh M BHEAPSIMCH METO/bI INIAHUPOBAHUS MCCJIIOBAHUIA, OLeHKH UH(popMaTHB-
HOCTH NPU3HAKOB, MHOXKECTBEHHbIE CBSI3M MPU3HAKOB B aHAJIM3€E NMAaTOreHe3a 3a00JeBaHuii, i 4ero ObL1 pa3padoTaH MeTo/ KOp-
PEJISIMOHHBIX TIes .

OcCHOBHO¥I MapaaurMoii yxke Ha NepBoOM dTane padoThl O0THeNA ObLIA KOMIIEKCHAS! KOJIMYECTBEHHASI OlEHKA COCTOSIHHIA AeTCKOTo
OpraHu3Ma, MaTeMaTHyecKuii aHamm3 (akTopoB pucka U (GOPMHUPOBAHMS HA OTOM OCHOBE IPYNN PUCKA BO3HHKHOBEHHs 3a00.ie-
BaHmii y neteii. [TapanienbHo co31aBauch KOMIbIOTEPHbIE MPOrpamMMbl 1151 A depeHInanbHOi TMarHOCTUKY U OlleHKH I dex-
TUBHOCTH JieYeHHs.

CoTpyaHuKaMu 0T/1ej1a ObLIH NPOBE/IEHbI KOMILIEKCHbIE MCCJIeI0BAHUS B 00,1aCTH Pa3padOTKH KOMIBIOTEPHBIX CHCTEM /IS onepa-
THBHOTO U YIJyOJIEHHOTO aHAJIN3a MJIaJIeHYeCKOil cMepTHOCTH. BriepBble ObLT peasin30Ban MaTeMaTHYECKHii annapaT JJis KoJinye-
CTBEHHOW OLEHKH BKJIaJa KAYeCTBEHHBIX MPU3HAKOB B HCXO/1 3200J1€BaHMUs.

WccnenoBanusi, npoBeaeHHbIE M0 HayuYHbIM pyKoBoacTBoM M.B. 2Kummnckoii B 1970-1979 rr., 3a/10KH/IH OCHOBY /ISl CO3MAHUS
B MOCJIeIyIOIeM aBTOMATH3MPOBAHHON CHCTEMbI IMCIAHCEPU3ALMHU I€TCKOTO HACEIEHNS] 1 MHOTOUYMCJIEHHBIX CHCTEM ]ISl IMATHO-
CTHKHM 3200.1€BaHUiA.

Karoueswte caosa: 2 BM-ouaenocmuku 6 neduampuu, mamemamuuecKiie Memoosl Uccaedo8anus, AHaiu3 paKkmopos pucka 3a601e6a-
HUS, A8MOMAMU3UPOBAHHAA CUCEMA OUCHAHCEPUAUUU.

Ansa yntnposauns: KobpuHckuii 6.A. Mapraputa BnaavmupoBHa XunvuHckas — AeTCkuii Bpad m y4eHblii (k 100-1eTvio co AHS POXAEHUS).
Poc BecTH nepuHaton n neauatp 2023; 68:(6): 144-147. DOI: 10.21508/1027-4065-2023-68-6—144—147

The article is devoted to the life and scientific career of Margarita Vladimirovna Zhilinskaya, Doctor of Medical Sciences, Professor,
head of the first department of computer diagnostics in pediatrics in Russia and the USSR created in 1970 on her initiative.

For 5 years before that, she was the Chief Freelance Pediatrician of the Ministry of Health of the RSFSR.

The new area of activity was a continuation of research on the application of mathematical methods in clinical work. The department
actively developed and implemented methods for planning research, assessing the informativeness of signs, multiple connections of
signs in the analysis of the pathogenesis of diseases, for which the method of correlation pleiades was developed.

The main paradigm in as early as the beginning of the department’s activity was a comprehensive quantitative assessment of the con-
ditions of the child’s organism, mathematical analysis of risk factors and the formation of risk groups for diseases in children on this
basis. At the same time, computer programs were created for differential diagnosis and evaluation of treatment effectiveness.
Employees of the department conducted comprehensive research in the field of developing computer systems for rapid and in-depth
analysis of infant mortality. For the first time, a mathematical apparatus was implemented to quantify the contribution of qualitative
characteristics to the outcome of the disease.

Research conducted under the scientific guidance of M.V. Zhilinskaya in 1970—1979 laid the ground for the subsequent creation of an
automated system for clinical examination of pediatric population and numerous systems for disease diagnosing.

Key words: Computer diagnostics in pediatrics, mathematical methods in clinical work, mathematical analysis of risk factors, automated
system for clinical examination.

For citation: Kobrinskii B.A. Margarita Vladimirovna Zhilinskaya — pediatrician and scientist (on the 100th anniversary of her birth) . Ros Vestn
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Kobpunckuii b.A. Maprapura BnagumupoBHa KuimHckast — 1eTCKUil Bpay 1 y4eHblit

MaprapMTa BnanumupoBHa XKuiuHckas (puc. 1)
ponusiachk 15 ceHtssopst 1923 r. Ee nyts B mMenu-
LIMHY HayvaJicd elle OO0 TMOCTYIICHUS B MEIULIMHCKUIA
nHCTUTYT. B HOub Ha 22 uronsa 1941 r., Bo BpeMs mep-
BOIT 60MOeXXKM MOCKBBI, BUepaIIHSsI AeCATUKIACCHUIIA
cTajla CaHWTApKOW XUPYPTrUYeCKOTO TOCIUTAJIS, TTOMO-
rajia ieyiaTh repeBs3ky paHeHbIM. CTaB MeICeCcTpoii, oHa
HOYaMU JeXypuia, a THeM yduiach B I MOCKOBCKOM
MEIULIMHCKOM WHCTUTYTE, KOTOPBIN 3aKOHYMJIA C OTIU-
yuem B 1947 r. Cpenu MHOTMX crieliManabHocTeid Mapra-
puta BiramumupoBHa BeIOpajia MeIUaTPUIO W MOCTYITHIIA
B OpAMHATYpy Ha Kadenpy netckux oosesneit | MockoB-
CKOTO MEAVIIMHCKOTO MHCTUTYTA, 3aBeAYIOIIei KOTOPO
B TO BpeMsI OblJIa M3BECTHBIN TTenuatp rmpodeccop Omus
®omunnyHa JJoMGpoBcKas.

B 1950 r. Maprapura BnamumupoBHa KuinHckas
npunuia Ha padoty B ['ocynapcTBeHHBIN HaydHO-MCCIe-
JIOBATEJIbCKUM TIeIMaTPpUIECKU WHCTUTYT MWuH3IpaBa
PCOCP (mosmHee MockoBckuit HHWHW  nemmatpuun
U IETCKOW XMpYpruM, a HbiHe HayuHo-uccienoBaTesb-
CKU KIMHWYECKUN WHCTUTYT TMEIUaTPUU U JETCKOU
xupypruu um. akasn. FO.E. BeapTuinesa), rue nmponuiu Bce
NaIbHEWIINE TOAbl €€ KIIMHUYECKOW W HAayYHOW pabOoThI
IO BbIXO/1a Ha eHcuto B 1979 .

B 1953 r. ona, miagmmiit HayYHBI COTPYIHUK OTAENa
MaToOJIOTMM PaHHEro BO3pacTa, PYKOBOAUTENEM KOTO-
poro Obuia TarbsiHa AnekcaHnpoBHa JleGemuHcKasl,
3alUTUIA TUCCEPTALIMIO HA COUCKAHUE YUEHOU CTeNeHU
KaHaugaTa MeIUIIMHCKUX HayK, a B 1960 r. yrBepxaeHa
B 3BaHUU CTapIiero HaydYHOTo COTpymaHWKa. OCHOBHasI
00J1acTh HayuHBIX WHTepecoB Mapraputhl Bramumu-
POBHBI — 0OJIE3HU KPOBU Yy JETeil; et Obuta pa3pado-
TaHa cUCTeMa OpraHU3alu MPOMUIAKTUKA U JIEUYSHUI
aHemuit. MHOTO cul ObUIO OTIAHO JIEUEHUIO JIEHKO30B.
JIHM, a WHOTIA W HOYM MPOBOAMIIA OHA B OTIEJICHUM,
TJIe JIeXKaJu IETH ¢ JIeliKo3aMU (Ha 6a3e TeTCKOI OOJBHUIIBI
Nel5 B CasenbeBckoM mepeynke). Ee mo0oBb K meTsMm
MPOSIBIISIACH KaK B YCUJIUSX TTO CITACEHMIO MX XKU3HEH,
Tak ¥ B IOMOIIM TI0 TIPEOIOJICHAIO CTpaxa 3THUX TSIKEJIO
OOJILHBIX NETUIIIEK Tepel MpOBeIeHUEM HEOOXOMUMBIX
JIeyeOHBIX TIpolleayp. Mapraputa BriaguMmupoBHa mmoM-
HWJIa U3BECTHBIE U yMeJla ObICTPO TIPUIYMBIBATh HOBBIE
CKa3KU JJIsT pa3HbIX cIydaeB. OHa yMea OTBIIeYb pebeHKa,
pacckasbiBasi eMy B MOMEHT yKoJia: «Ko1000K noonpwleHyn
u ynemen 8 Hebo... On bl oueHb xpaopwiit, s3mom Koaobok...
Hy eéom, a mvi 6osiacs ykona ... Buouus, coscem He 604bHO!»

Kumygass sHeprust, KoOTOpoil Bcerma oTIMYaiach
Mapraputa BnamumupoBHa KuiauHckasi, TTO3BOJIMIIA
el OJHOBPEMEHHO BHITIOJHATH OOJBIION 00BEM TTOpY-
YeHHBIX Jel. TpymHO TNpeacTaBuUTh, KaK €l yaaBajoch
CIIPABIIATECA C «IEBATHIM BaJloM» 3amad. B 1966 r. oHa
CTaHOBUTCS TJIAaBHBIM TeauatpoM MuH3npaBa Poccuii-
ckoii Denepallii ¥ OMHOBPEMEHHO YYEHBIM CeKpeTapeM
WHCTUTYTA: TOE3IKU TO0 pernoHam Poccuu, cBsi3aHHBIE
C HeOOXOIMMOCTBIO BHMUKATh B MHOTOYMCJIEHHBIE Opra-
HM3AIMOHHBIE W JIeYeOHO-TUATHOCTUYECKHUE TPOOIEMBI
MeINaTPUIECKOM CIYXKObl CTpaHBl M HEOOXOTUMOCTh

Puc. 1. M.B. Kumnckas (1985)
B TO e BpeMs TIOrpyKaThCsI B pellieHre HaydHBIX 3a1ad,

CBSI3aHHBIX C BBITIOJTHEHUWEM UCCIEIOBAaHUI, TTPOBO-
JUMBIX pa3HBIMU OTAEIaMU WHCTUTYTA, BBITOJTHEHUEM
NIMCCEPTAalMOHHBIX Pa0OT, TOArOTOBKOW 3acemaHuii yde-
HOTO COBeTa MHCTUTYyTa. KM OmHOBpeMeHHO JieueOHast
IIeATeIbHOCTb, 4YTO OBIIO OTMEYeHO OJlaromapHOCTHIO
MunucrepctBa 3apaBooxpaHeHusi CCCP «3a MHoroumc-
JICHHYIO KOHCYJIbTATUBHYIO TIOMOIIb JeTsaM 1o Pecry6-
JIMKAHCKOM CTaHIIMM CaHWTapHOW aBuanmu». HecMoTpst
Ha 3Ty Harpy3ky, M.B. XKunuHckasi 3aBepiiaer paboty
HaJl JOKTOPCKOW Juccepranueid Ha Temy «Hekortopbie
MaToreHeTHYeCKNe OCOOEHHOCTH W TIPWHIIMITBI TePaIrTiu
AIMMEHTApHO-MHMEKIIMOHHBIX aHEMHIT y JeTell paHHero
BO3pacTa», TPY BBITTOJTHEHUN KOTOPOI OCBOMJIA W MICTTOJTb-
30Bajla METO/bl KJIMHUYECKON OMOXMMUU, OJM3HEIOBBIN
METOJI JIJISl BBISICHEHUsI POJIM HACJIEACTBEHHOTO TMpeapac-
MOJIOKEHUSI, MaTeMaTUKO-TrpaudecKrue METOMbI, TIpel-
JIOXKWMJIa METOJ MHOTOMEPHOM KOIMPOBAHHOM TUarpaMMBl.
Xots Torma Mapraputa BranyuMupoBHaA BpsiI I TIPEIITO-
Jlarajla, 4to MHTepec K MaTeMaTU4eCKOMY aHaju3y JaH-
HBIX B JaTbHEHIIIEM MPUBEIET K KPYTOMY TTOBOPOTY B €€
HayuyHo#l nesitebHOCTA. Ho 31O OBUTO Briepenu. A mocie
3aIIUTHI TOKTOPCKOM AUCCEPTALIMU €il ObIIIO ITPeIjIoKEeHO
BO3IJIABUTH METOIWYECKMIA OTHEN, HaIpaBJIeHUSIMU ce
HayYHOU AEATeIbHOCTH B KOTOPOM OBUTM METOIWKH TUIa-
HUPOBAHMS WCCIEAOBAHUN M HAyYHOTO OSKCIEpUMEHTA,
METOJIBI OLIEHKU [IUPKATHBIX PUTMOB U (PYHKIIMOHAIBHOTO
coctosiHusl pedbeHka. C atoro BpemeHn M.B. KunuHckast
AKTUBHO pabOTaeT Haj BOIPOCAMM MCITOJIb30BaHUST MaTe-
MaTHUYECKUX METOmOB B TemuaTpuu. Ho mesitebHOCTH
B Ka4yeCcTBe TJIABHOTO TieauaTpa, YieHa 010po 1 Ipe3nanyma
Vuenoro meauumHckoro coseta Munsapasa PCDOCP npo-
noypkanack 10 1971 r. BTo oTHUMAIo Maccy BpEMEHU U CHJT,
HO pacIIMpPsIIO KPYro30p, 3aCTaBJISIIO BHUKATh B IITUPOKHUIA
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KpPYT MeauaTpuIecKux MpooieM ¢ HayqHOM, MpaKTUYeCKO
1 OPraHU3allMOHHOM TOYEK 3pEHHsI, YTO OKa3aJIoCh KpaiiHe
TTOJIE3HBIM B JaJTbHEMIIIEH IeATeTbHOCTH.

HMHTepec K TPUMEHEHUIO MaTeMaTHYECKMX METO-
OB, TIOHMMaHWe 3HAYMMOCTU OOBEKTUBHBIX OIIEHOK
U BBISIBJIEHWSI MHOTOYMCIICHHBIX CBS3€i, XapaKTepu3y-
OIMX (PYHKIIMOHUPOBAHWE OpraHu3Ma, IpuBeau Map-
raputy BmagumupoBHy KWIMHCKYIO K MBICIM O HEOO0-
XOIUMOCTH CO3[aHUSI CIELMAIbHOTO TIOApa3ie/IeHMSI,
KOTOpO€ JOJKHO 3aHUMAThCS STUMU TIpobjiemMaMu. DTO
HAIIJIO He TOJIBKO MOHMMAaHUe, HO M TOPSTIYIO MOIIEPKKY
IUpeKkTopa MHCTUTYTa, Tipodeccopa KOpusi EBrenneBnya
Beastumena. M1 B 1970 r. B CCCP 06bu1 co3naH nepBblit
B mienuatpuu otaes DBM-IMarHoCTUKY, pYKOBOIUTEIEM
koToporo craia M.B. Kununckas (¢ 1975 r. — otneneHue
MaTeMaTU4eCKOTO MOJICTMPOBAHUS 1 TIPOTHO3UPOBAHYS ).

B mepBhIit mepron paboThl OTIAETa aKTUBHO BHEIPSI-
JINCh HOBBIE MPUEMBI M METOABI CTATUCTUUYECKOTO KOH-
TPOJISI KauecTBa HCCAeNOBaHUI, pacyeTa MHGOPMATUB-
HOCTH TIPU3HAKOB, HIEHTWJILHBIX IIIKaJI, KOPPEJISIIMOHHBIX
TJIesT B aHajau3e IaToreHe3a M BeAyIIMX CUHAPOMOB.
Jns perieHusT MHOTOOOPA3HBIX BOMPOCOB MPUMEHEHMS
MaTeMaTU4eCKUX METONOB B KIMHWYECKON TMeauaTpun
ObIT HEOOXOIUM TaHIEM MEIUKOB M MaTeMaTUKOB. Map-
raputa BnanumupoBHa oOpalanach B pa3iMuHbIe TeX-
HUUYECKUE BBICIINE Y4eOHbIe 3aBeIcHUS W HalllJla OTKIINK
B MOCKOBCKOM MHCTHUTYTE SJIEKTPOHUKU Y MaTeMaTUKH.
bruta chopmupoBaHa mnporpaMma IpOU3BOJICTBEHHOM
MPaKTUKU CTYAEHTOB (paKy/abTeTa MPUKIAAHON MaTema-
TUKU TI0 KYpCy BBIYMCIUTEILHON MaTeMaTWKW M TIPOT-
HO3MPOBAaHUIO B MEIUILIMHCKUX MCCIIEIOBaHUSIX Ha Oase
Mockosckoro HUW mneanatpum u OETCKOM XUPYpruu.
ITpu koHcynbratTuBHOM y4yactun M.B. ZKunmnHckoit Obi1
BBIMIOJIHEH U YCIENTHO 3AllUILEH PSIi AUTLIOMHBIX paboT
10 MPUKJIAIHOM MaTeMaTrKe, rmocie 4ero B 1974—1975 rr.
OTJIeN TIOTIOJTHUJICSI MaTeMaTUKaMi1, KOTOpbIe B Mpoliecce
MTOATOTOBKY TUIIOMHBIX PabOT Havaau 3HAKOMMUTHCS
C OCOOEHHOCTSIMU MEIUIIMHCKOW MpPeAMETHON 00JacTH,
YTO MO3BOJIMJIO UM 3aTeM YCIMEIIHO pelliaTh Pa3iuvHbie
HoBbIe 3amaun. Tak, B 1976 r. JI.LA. CKpUNKUHOI ObLIa
3alMIIeHa AUCCEPTalUsl Ha COMCKaHUe YYeHOM CTerneHu
KaHAMIaTa MEIUIIMHCKUX HayK, B KOTOpPOM mst mudde-
PEHILIMATIbHOM TMarHOCTUKY He(ppOTaThii, MpOTeKaIOIINX
C CHHAPOMOM TremMaTypuu, ObUI MPUMEHEH IoC/Iea0Ba-
TeJabHBbIN aHanu3 Banbna. PykoBoautensamu 31oii paboThl
obL1u Tipodheccopa M. B. ZKunnnckast u M.C. UrnaTosa.

HayuHble HampaBiieHUs OTAECHUS MaTeMaTUIEeCKOTO
MOJIEIMPOBAHUS W TIPOTHO3WPOBAHUS BKIIOYAU METO-
JIOJIOTUIO YW BOTPOCHI TJIAHUPOBAHUSI SKCIIEPUMEHTA,;
YCTaHOBJIGHUE CBSI3M TIOKazaTesiel, XapaKTepu3YIOIINX
raroreHes 3a00JieBaHU I ; KOMIUIEKCHYIO KOJIMYECTBEHHYIO
OLIEHKY COCTOSTHUI JIETCKOTO OpraHu3Ma; MareMaTuye-
CKUIT aHaJn3 (haKTOPOB pHUCKa U TIPOrpaMMbl (HOPMHUPOBA-
HMS TPYIIIT PUCKA BOSHUKHOBEHUST 3a00JIeBaHUN y JETelA;
nuddepeHINATbHYIO TUarHOCTUKY U OILIEHKY 3(heKTUB-
Hoctu iedeHust. C 1975 no 1979 r. no 3aBepuieHust paboThl
M.B. KunmHCKOI B WMHCTUTYTE ITIOH €€ PYKOBOICTBOM

UCTOPUA NEOUATPUU

OCYIIECTBISIAaCh pa3paboTKa armaparta Juisi MHOrogak-
TOPHOI OLIEHKM pHCKAa BO3HUKHOBEHHUS 3a00JieBaHUI,
YTO TTOCTYXWJIO 0a30i1 AJIsI MOCISNYIOIINX UCCIIeIOBAaHUI
B 00JIaCTH CO31aHMsI aBTOMAaTU3MPOBAHHOMN CUCTEMbI JIUC-
MaHCEPHOTO HAOIOACHUsI 1 MOHUTOPUHTA 3[0POBbSI IET-
ckoro HaceneHMsl. OHa BO3IIaBUJIa KOMITJIEKCHBIE MCCTIe-
IOBaHUS B 00JIACTH pa3pabOTKM MaTeMaTUIeCKUX CUCTEM
NMMarHOCTUKU, TIPOTHO3UPOBaHUSI, 3(PHEKTUBHOCTH Jieue-
HUS ¥ UICXOIOB 3a00JIeBaHMS Y IETEH.

B neauatpuyeckoil MpakTUKe IIMPOKOe TTPUMEHEHUE
HallUIM pe3yJIbTaThl paboT OTAEJIEHUS IO aBTOMaTH3a-
LIMM OTEepaTHBHOTO U YIIYOJEHHOTO MaTeMaTUYeCKOro
aHajaM3a JETCKOl CMEepPTHOCTU. DTo OblIa pa3paboTKa
KaKk HOBBIX METOMOB KOJUYECTBEHHOW OOBEKTUBHOM
OLIEHKM (DAaKTOPOB KPUTUYECKOTO PUCKA, TAK U TIPOTPAMM-
HBIX TPOIYKTOB, KOTOPbIE, B COOTBETCTBUU C TTPUKA30M
MunzapaBa PCOCP, 6b11 pa3paboTaHbl M BHEIPEHBI
B TIpakTUKy paboThl psima perrnoHoB Poccuu. Pemienue
9TUX BOMPOCOB B TO BpeMs TIPEICTaBJISIIO 3HAUMTEIb-
HBII 1Iar Briepea M MO3BOJWIO BBECTM MaTeMaTUUeCKue
METOIbl B KIMHUYECKYIO MEIUIIMHY JJIsI TTOTy4YeHUsT 00b-
€KTUBHBIX OILIEHOK M3y4aeMbIX (haKTOPOB M OpraHu3aiuu
MOCJIENYIOIIMX HaIMpaBJeHHBIX BO3ICUCTBUIA, CIMOCOO-
CTBOBABIIINX CHUKEHUIO AETCKON CMEPTHOCTH.

Ilon pykoBonctBoMm M. B. 2KunmmHcKoit Ob1TH TTOATOTOB-
JIEHBI METOIMUYECKME peKOMeHAALMKU: «MeTobl IIaHupo-
BaHUSI UCCIEIOBAHUI 1 HAYYHOTO SKCIIEPUMEHTA B Meaua-
Tpun» (1976) u «Mcronp30BaHIEe MaTEMaTUIECKIX METOIIOB
B KOMIUIEKCHOM OIIEHKE COCTOSTHUI JIETCKOTO OpraHu3Ma»
(1977). I'naBa B «CripaBoyHUKe 110 (DYHKIIMOHAJILHOM THa-
THOCTHKE B MeauaTpun», HanucanHas M.B. KunmiHckoi,
conepxxania peKOMeHIAIMK 10 MaTeMaTUYeCKUM METoIaM
00pabOTKM pe3yJIbTaTOB (PYHKIIMOHATLHBIX MCCIIeTOBAHNIA
1 HOMOTPaMMBbI, KOTOpPbIE B T€YEHNE MHOTHX JIET CITYXWIN
rnocobueM ISl Bpaueill MpM TPOBEACHUU MCCISTOBAHUIA.
Ero onyoimkoBaHo okojio 50 paboT 110 BOIpocaM MCITOIb-
30BaHUSI MaTeMaTMUECKUX MeTOonoB B MeauiimHe. Kpome
TOr0, MaTeMaTUYeCKME METO/IbI ObUTM peali30BaHbl B BUIE
JIEKIIMOHHOTO Kypca JiJIsi HAYYHBIX COTPYIHUKOB, aCTIMpaH-
TOB, OPAMHATOPOB M Bpadeil mHctutyTa. B 1972 1. 110 MTHU-
mmarue M.B. ZKunnHckoli Obuta co3naHa MoCTOSTHHO Jei-
CTBYIOIIIASI TIKOJA [T HAYYHBIX COTPYIHUKOB MHCTUTYTA
10 MPUMEHEHNIO0 MaTeMaTUYeCKUX MeToioB 1 DBM B Kiu-
HUYecKoii rpaktrke. B reuenne muorux et M. B. ZKunnn-
cKasi pyKOBOJIMJIA METOIOIOTUYECKUM ceMUHapoM «Duiio-
cockure mpobdeMbl METUIIMHCKOM KUOEPHETUKI».

Muoro BuuManust Maprapura BmammmupoBHa yne-
Jisla TIpoTiaraHzue TPUMEHEHUsS MaTeMaTHUYeCcKUX MeTO-
JIOB B TIENUATPUU, PA3bICHEHUIO LIEIU 1 3a71a4 MEIULINH-
CKOI KMOepHETUKM (KaK TOT/Ia Ha3bIBaJu TO, YTO CETOIHSI
HOCUT Ha3BaHWE WH(OPMATUKHU). DTO ObLIU BBICTYILIE-
HUs Ha KOHGMEPEeHUMSX, JIEKIUU TI0 JUHUU O00IlecTBa
«3Hanue». B 1979 r. mo mnpurnameHuto MwuH3npaBsa
V3o6ekckoit CCP cocrosutach Toe3nka Tpodeccopa
M.B. XKunuuckoii, I'.C. Bonbmakosoit u b.A. Ko6puH-
CKOTO C cepMeil JIeKIIMi, BCTped ¢ MeIMKaMKU M MaTema-
TUKaMu B AKaleMUU HayK Y30eKrcTaHa U BBICTYTIJICHUEM
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Kobpunckuii b.A. Maprapura BnagumupoBHa KuimHckast — 1eTCKUil Bpay 1 y4eHblit

T10 TEJIEBUIEHUIO ¢ OOBSICHEHNEM BaXKHOCTU TIPUMEHEHUST
METOJIOB MaTeMaTUKN U MaTeMaTUYeCKUX MOJeJIell B aHa-
JIM3€e CIIOXKHBIX BOIIPOCOB TMaTOreHe3a IETCKUX O0JIe3HE.

OTHoOIIeHNEe K COTPYAHUKAM U B TO JKe BpeMsT K BaxK-
HOCTU CBOEBPEMEHHOTO M TTOJIHOILIEHHOTO BBITIOJTHEHUST
HayuyHbIX pabot otpaswiock B 3ATIOBEJIAX, anpeco-
BaHHBIX Maprapuroii BrnamumupoBHoit KunuHckoi
MPOI0JIKATENIO ee fea:

1. TBog 3amaya NTPOBOOUTHL OOIIYI0 TEXHUYECKYIO
MOJTUTUKY U pelaTh €XeTHEeBHO BO3HUKAOIINE 3aTPY/I-
HEeHUs.

2. bymp BHUMaTeleH K KPUTHKE W YIydIIalOUIAM
MPEIJIOKEHUSIM, JTake €CIM  HEMOCPEINCTBEHHO Tebe
OHM HUYETO He JAlOT.

3. Bynb BHMMaTENeH K 4y>KOMY MHEHUIO, JaXe eCliu
C TBOEI TOYKU 3peHUSI OHO HEBEPHO.

4. HNmeit 6ecKOHEYHOE TepIICHUE.

5. Dbynp BexnmmB, HUKOTHA He pa3apaxkaiics.

6. Bymb KpaTKuM.

7. bynb cripaBensuB,
C TOMYMHEHHBIM.

8. He nenaii 3ameuannii TOTYMHEHHOMY B IIPUCYT-
CTBUM TPETHETO JINIIA.

9. Bcernma Oyaromapy TMOAYMHEHHOTO 3a XOPOIIYIO
pa6ory.

10. Huxkorma He memaii caM TOTO, YTO MOTYT CHelaTh
TBOM TIOMYMHEHHBIE, 3a MCKIIOYEHUEM TeX CIIydyaes,
KOTJIa 3TO CBSI3aHO C OMMACHOCTBIO JIJIST XKU3HMU.

11. Beibop 1 oOyyeHUE TOMYMHEHHOTO JIMIAa BCerma
OoJiee OaroposHasi 3a1a4a, YeM BhITIOJTHEHUE eJIa CAMOMY.

12. Ecmiu 1O, 4TO HeNaloT COTPYOIHUKM, B KOpHE
HE PacXOIUTCS C TBOMM MHEHMEM, JaBail MAaKCUMAaTbHYIO
CBOOOIY NEeUCTBUIA.

13. He cnopp mo wmenoyaM, MeEJIOUM 3aTPYAHSIOT
o01IyI0 padoTy.

14. He Goiicsi, eciin TBOM MOTYMHEHHBIE CIIOCOOHEE
TeOs1, a TOpANCH TAKUMHU TTOTYMHEHHBIMU.

15. Ecnin TBoM pacriopsiKeHUsl oKasaauch OIINO0Y-
HBIMM — MPU3HAIN CBOU OIIMOKH.

16. Hukorna He MCIONB3Yi CBOE BIacTM 1O TeX
Mop, MOKa BCE OCTaJbHBIE CPEICTBA HE MCITOJIb30BaHbI,
HO B 3TOM ITOCJIEIHEM CJIydae TTpUMEHSi BIacTh B MaK-
CHMAaJTbHO BO3MOKHOM CTETIEHU.

17. Bcerna crapaiics Bo u30exxaHue HeaopasyMeHUi
JIaBaTh PACMOPSTKEHMST B TUCHEMEHHOM BUJIE.

B Teuenme muormx jer M.B. KunmHckas sBis-
Jlach 4ieHOM TipaBiieHWit BcecorosHoro, Bcepoccuii-
CcKoro M MOCKOBCKOTO OOIIECTB JETCKUX Bpaueid,
YJIeHOM peIaKIMOHHON KoylerTun XypHana «CeMbst
M IIKOJa» MO MEIWIIMHCKUM BompocaM. HarpaxkmeHa
3HAYKOM «OTJIUYHUKY 3IpaBOOXpAaHEHUs» W Meaaliblo
«3a mobnecTHBI Tpyd B o3HameHoBaHMe 100-71eTHst co
nmHs poxneHus B.U. Jlenuna».

Boppba 3a XMU3HB AeTell mpolia Yepe3 BCIO XKU3Hb
Mapraputhl BragiuMUpoOBHBI: OT MOMOIIUA Y TIOCTETU

IMoctynuna: 02.10.23

OCOOEHHO B OTHOIIEHUSIX

Puc. 2. Kunra ctuxos u nipo3si M. B. ZKumunckoii «Mopo» (2023).

00JIbHOTO pebeHKa /10 TIOMOIIM NeTsIM 4Yepe3 paboTKy
KOMITBIOTEPHBIX ~MPOTpaMM  TTOMAEPKKU  BpauyeOHBIX
pemieHuii eauatpoB. Ho Kpome OTpOMHOI KIMHUYE-
CKO, HAayYHO, OPraHM3allMOHHON paboThI, B €€ XU3HU
ObIJIO ellle W XYIOXECTBEHHOE TBOPYECTBO — CTUXU
U pacckasel. M1 B HUX TOXe OTpaxarach ee JIOOBb
K IeTsiM, 00opb0a 3a MX XKU3Hb. DTO OCOOEHHO SIPKO TTPO-
SIBUJIOCH B CTUXOTBOpeHUU «JIutimom Nel135»:

BosbMuTe y MEHSI AUTIIIOM Bpava...

S He Mory, s He UMeto TIpaBa BUIETh,
Kak crekneHeoT geTcKkue riasa,

A cMepTu uHei

IIpo3payHo MTOKpHIBaeT KOXY Ji0a,

W xonomn, MOTWIIBHBIN XOJIO TTPUXOAUT,
YroObl OCTaThCS HABCET/IA.

BosbMuTe y MEHSI AUTIIIOM Bpava...

Her, He BepbTe MHe, $1 JITY.

Ha cBeTte mpoyiMTo TaK MHOTO JIETCKOI KPOBH.
41 0OBSABIISIIO, CMEPTD, TeOE BOMHY.

HTorom crayia KHWTa CTUXOB U MPO3bl «Mopo», n3naH-
Has yxke nociie ee cmeptu (10 peBpanst 2005 r.), B KOTOpOit
CcOoOpaHbI MyOIMKAIIMK 13 Ta3eT U XXypHaJIoB (puc. 2).

BosBpamasich K HaydHbIM 3aciyraM MaprapuTsl Bia-
JUMUPOBHBI JKMITMHCKOI, HEOOXOIUMO OTMETUTh, 4TO €¢
MpenBueHre U WHHOBAIIMOHHOE pelleHre O CO3IaHuK
B MockoBckoM HUW menmarpum u AeTCKOil XUpypruu
B 1970 1. otnena DBM-nuarHoCTUKM TO3BOJIMIIO B J1aJTb-
HeIleM pelnTh MacIITabHbIe 3a1a4i U BeIBeIO0 MHCTUTYT
B JIUAEPHI TIO HATIPABJIEHUIO MEIULIMHCKON MH(OPMATUKH.

Received on: 2023.02.10
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UHDOPMALINS

Pe3ououus coBeTa 3KCnepToB MO BONPOCY NPUMEHEHUS PACTUTEIbHbIX JEKAPCTBEHHBIX
npenapaTos Npu UHQEKIMIX MOYEBbIBOAALINX MyTei y 1eTei

Resolution of the expert council on the use of herbal medicines for urinary tract infections

in children

1 5 anpenss 2023 r. B MockBe Bemylide 3KCIEpThI

B o00JacTM MAEeTCKOl HedhpoJoruu, YpOJIOTUH,
MeauaTpU M KIWHUYECKON (hapMaKoJOTMU OOCYIHMIN
JIEVCTBYIOIINE TTOAXOABI K Teparuy WH(MEKINI MOYeBbI-
BOISIINX IyTel B paMKax DKCIEepTHOro coseta «J{oka-
3atejibHast (UTOTEpanusT WHOEKIU MOYEeBBIBOIASIINX
MyTeN y neTeii».

C yderoM mpoOJeMbl HEpallMOHAJbHOTO TIPUMEHEe-
HUSI aHTUOMOTWMKOB Ha aMOyJIaTOPHOM 3Tarie, pacTy-
el yrpo3bl aHTMOMOTUKOPE3WCTEHTHOCTHU, IIeJIeco-
00pa3HOCTH MEXIUCITUTITMHAPHOTO TTOIX0/A K JICYSHIIO
MHOEKIMI MOUEBBIBOASIINX MYTeil, aKTyaJTbHOCTH TEMBI
BeJCHUs NeTell W TOAPOCTKOB C WHGEKIUSIMUA MOYe-
BBIBOASIINX ITyTel Kak s Bpadyell OoOIIeil MpaKTUKU,
TaK W U Y3KUX CTICIMATNCTOB, DKCIIEPTHBIM COBETOM

Y4yacTHUKU coBeLLaHus JKCNepToB:

B.B. iiuH — A.M.H., ipod., 3aM. IMp. MO HAYYHOIi paboTe B NeaMaTpuu, 3aBe-
JIYIOLLUMIT OTIeJIOM HAc/IeICTBEHHBIX M TPUOOpeTeHHbIX 6osesHeit nouek OCIT
«HayuHo-uccnenoBatenbckuii KIMHUYECKUIT WHCTUTYT TEIUaTpUd U JIeT-
ckoii xupypruu uM. akagemuka FO.E. Benbruiiesa» (Muctutyt Benbruiiesa)
DIrAOY BO PHUMY um. H.U. TTuporoBa Munszzipasa Poccun (Mocksa)

C.H. 30pkuH — A.M.H., ipod., 3aB. YPOJOTHUECKUM OTAEJICHUEM C IpyIa-
MU PErpoayKTOJIOTMM U TPAHCIUIAHTALIMU; U.0. PYK. OT/eJIa TPaHCILIaHTaLlu/
opraHoB zieTsiM OTAY «HalMoHaIbHbBII MEIUIIMHCKUI MCCIeI0BaTETbCKHIA
LIEHTP 3/I0pOBbs AeTeit» Munsapasa Poccun (Mocksa)

OJI. YyryHoBa — xa.M.H., npod. Kadeapbl TOCMUTAIBHON TMexuaTpun
uM. B.A. TaGonuna nexmarpuveckoro dakynsrera DITAOY BO «Poccuii-
CKMIl HALMOHAJIbHBIA MCCIEA0BATENbCKUIA MEIULUMHCKUI  YHUBEPCUTET
um. H.U. TTuporosa» Munsznpasa Poccuu (Mocksa)

W.H. 3axapoBa — 1.M.H., ipod., 3aB. kadenpoit nenunatpuu um. [.H. Criepan-
ckoro ®I'BOY IO «Poccuiickas MeIuLMHCKasl aKaIeMusi HePEePbIBHOTO
npodeccuoHanbHOro obpasoBaHusi» Munsapasa Poccun (Mocksa)

M.B. XKypaBneBa — 1.M.H., pod., TJI. BHEIITATHBIA CHELMATUCT — KIUHU-
yeckuii papmakosor JlenapraMeHTa 31paBooXpaHeHus I. MOCKBEI, 3aM. JIUp.
LIEHTPa KIIMHUIECKOH (hapmakosiornu HaydHOTO 1IeHTpa 9KCIIepTU3BI CPEICTB
MeIUIMHCKOro npuMmeHeHust Munsnpasa Poccun (Mocksa)

A.B. EpemeeBa — 1.M.H., ipod. Kadeapel neanaTpun 1 1eTCKUX MHOEKLMOH-
HbIX Oose3Helt KiMHMYecKoro MHCTUTYTa IeTCKOro 310poBbst uM. H.MD. ®Ou-
snatroBa ®TAOY BO «ITepBblit MOCKOBCKMIT TOCYIapCTBEHHBII MEAMLIMHCKUIN
yHusepcureT M. .M. CeuenoBa» Munsapasa Poccun (MockBsa)

B.U. KupuiioB — n.Mm.H., npod. kadenpsl neauarpuun GI'bOY BO «Mo-
CKOBCKHMII rocylapCTBEHHBI ~MEIMKO-CTOMATOJIOTMYECKHIT  YHUBEPCUTET
uM. A.W. EBnokumoBa» MuH3sapasa Poccun (Mocksa)

T'.M. JletudoB — n.M.H., npod. 3aB. kadenapoit nexuarpum U HEOHATOJIOTHUHN
®I'BOY BO «PocTOBCKMiI TOCYIapCTBEHHBI MEIMLIMHCKUN YHUBEPCUTET»
Mun3snpasa Poccun (Poctos-Ha-/1oHy)

T.JI. Hacraymesa — a.M.H., npod., 3aB. Kadeapoit rocnuTajibHO# neauaTpun
DI'bOY BO «BopoHexXcKuil rocynapCTBEHHBI MEIULIMHCKUI YHUBEPCUTET
uM. H.H. Bypaernko» Munsapasa Poccun (BopoHex)

M.B. DpMaH — 1.M.H., ipod., 3aB. kadenpoit neauaTpum MeAULIMHCKOTOo (ha-
kynbreta PIBOY BO «Cankrt-IletepOyprckuii rocynapcTBeHHBIN YHUBEPCHU-
TeT» (CaHkTt-IleTepOypr)

00CyXIaINCh HEOOXOAUMOCTD TMEPEeCMOTpa U JIOTOTHE-
HUSI KIMHUYECKUX peKoMeHnauui «Hbekins MoueBbl-
Boasux nyteit y nereii» (ID: 281) ¢ 1ienblo BKIOYEHUS
B CTaHOAPTHI JIeYeHUs] aleKBATHOM TIMaTOTeHETUIECKOM
¥ CUMIITOMATUYECKOM Tepariu, UCTIOJIb3yeMOoi Ha aMOy-
JIATOPHOM 3Tare oKa3zaHust MeIUIIMHCKOM oMol [1].

CTaHmapTU30BaHHBIN PACTUTEIbHBIA JIEKapCTBEH-
HBI TpermapaT Ha OCHOBE TpaBbl 30JIOTOTHICSTYHMKA,
KOpHSI JIIoOMCTOKAa M JUCTheB po3MapuHa (Kaned-
poH H), pacTBop st mpreMa BHYTPb, pa3pelleH K pu-
MEHEHUIO B COOTBETCTBUU C OJOOPEHHOI MHCTPYKIIVEH
y JeTeii B Bo3pacTe ¢ | rona, a TabiaeTKu, MOKPBIThIE 000-
JIOYKOM, pa3pellleHbl K MPUMEHEHUIO ¢ Bo3pacTa 6 JIeT.
JlexapcTBeHHBII TpemapaT 3aperucTpUpoOBaH W 0Opa-
11aeTcsl Ha pocCUCKOM pbiHKe ¢ 1994 T., 3a 3TO Bpems
HaKOIIJIEH OOJBIION OMBIT €ro MPUMEHEHUs B Teaua-
TPUUECKON MpakThKe. BoimosHeHO Oojiee 25 KIMHUYE-
CKUX M HaOIIoJaTebHbIX MCCIeTOBaHUI, MOKa3aBIINX
9 GEeKTUBHOCTh M BBICOKMI TpodWib 0e30MacHOCTU
JAHHOTO JIEKAPCTBEHHOTO CPEICTBA Y JETeil B BO3pacTe
ot 1 rona u moapoctkoB (cM. [Tpunoxenue).

Kanedpon H 3apeructpmpoBaH K TIpUMEHEHUIO
B KOMITJIEKCHOW Tepanmuu TI0 CJeOyIoIInM ToKa3a-
HusM [2]:

— JledeHWe XPOHUYECKUX WHMEKIUiA MOYeBOTrO
My3bIps (LIMCTUTA) U TT0YeK (TreoHedpuTa);

— TpU HEeMHMEKIIMOHHBIX XPOHWYECKUX BOCITaJIe-
HUSIX TIoueK (TJIOMEepYJIOHEe(MPUT, WHTEPCTULIMATBHBIN
HehpuT);

— B KayecTBe CPEACTBa, MPEMATCTBYIOIIEr0 06pa3o-
BaHWIO MOYEBBIX KaMHel (TakKe Tocie yaaJeHusT Mode-
BBIX KAMHEN).

bnarogapsi kKomruieKcHOMY  3(@deKTy aKTUBHBIX
BEILIECTB, COAEPKAIIMXCS B JIEKAPCTBEHHBIX PACTEHUSIX
B coctaBe Kanedppon H, mpemapaTt oka3pIBaeT MpOTUBO-
BOCITAJIUTEILHOE, CITa3MOJIMTUYECKOE, TTPOTUBOMUKPOO-
HO€ ¥ MOYETrOHHOE JeHCTBHE, YTO OCOOEHHO aKTyaJlbHO
B Tepamuu W TPOGWIAKTUKE PEHUANBOB MHQEKIINIA
MoueBbIBOASIIMX TiyTeit [2—5]. TlpumeHenue duro-
MperapaTa Mo 3aBeplIeHUU CTaHIAPTHOM CXEeMBI aHTH-
MMKPOOHOI Tepanmuy MO3BOJISIET TTPOJOHTHPOBAThH MPO-
TUBOMUKPOOHOE BO3IEMCTBUE, a TaKXKe JOMOTHUTEITHLHO
OKa3bIBaeT MPOTUBOBOCITAJIUTEIBHOE IEUCTBHUE, YTO OCO-
OEHHO IIEHHO TIPU BTOPUYHBIX WM PEIUIUBUPYIOIINX
XPOHWYECKUX TIpolieccax B TYOYJIOMHTEPCTULIMATBHOM
TKaHU MTOYEK U MOUYEBBIBOISIINX IMyTaX [6—8].

Panee B (hefepadbHBIX KITUHUYECKUX PEKOMEHIAITUSIX
ot 2015 r. UMeI0oCch yKa3aHWe Ha BO3MOXHOCTD MCIOJb-
30BaHUsS  (DUTOTEpANMU  OAKTEPUIIMIHOTO JACHCTBUS
B KauecTBe MPOGMIAKTUKY WHOEKIINH MOYEBBIBOISIIINX
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MmyTel y AeTeil u3 Tpyrnim pucka (ypoBeHb J0Ka3aTeJIbHO-
ctu — D) [9]:

— HaJIW4YKMe My3bIPHO-MOYETOYHUKOBOTO pedIrrokca
2—5-iicT.;

— peuMauBbI MHGEKINY MOYEBBIBOISIINX ITyTEI;

— TsDKeJIble aHOMAJIMUM Pa3BUTUST MOYEBBIBOISIINX
MyTe 10 XUPYPTrUIeCKOi KOPPEKIINN.

B Hacrostiiee Bpemst npemapat Kanedpon H Bximo-
YyeH B KJIMHWYECKHEe peKoMmeHaarumu MwunH3npasa P®
«Uuctur y xenmmu» (ID: 14), a TakkKe B HeMelKue
HalMOHAJIbHbBIE pekKoMeHaanmu « MHGbeKIn MoYeBBIBO-
DISAIINX IMyTei B IETCKOM BO3pacTe — MUArHOCTHKA, Tepa-
nus v npodwiaktuka» (S2K-guideline) kak anbrepHa-
TUBHOE CPEICTBO JICYCHUS PEUMANBUPYIOIIETO IIUCTUTA
y MOIPOCTKOB 12 JIeT M cTapile M B KadeCTBe CpeAcTBa
MPOMWIAKTUKY PEIUANBOB MH(MEKINHN Y IeTel TIKOTb-
Horo Bo3pacTa M noapoctkoB [10, 11]. CreneHb naHHBIX
peKOMEHIALNIT — «CUJIbHAsI», COTJIACHO Tpafalluu, TIpu-
Hsitoii B 'epMaHum.

B xone nuckyccuu ObUT pacCMOTPEH BOIIPOC O 1IeIeCo-
00pa3HOCTM BKJTIOUEHMSI PACTUTEIBHOTO JIEKAPCTBEHHOTO
npenapata Kanedpon H, comepzkaiiero tpaBy 30JI0TO-
THICSIYHUKA, KOpPEHb JIIOOMCTOKA W JIUCThSI PO3MapvHa,
B KJIIMHMYeCKUe pekoMeHaann Munsapasa PO «MHbpek-
sl MoueBbIBOASIIMX TiyTeit y nereit» (ID: 281) [1].
I1o pe3ynbTatamM OOCY:KAEHMSI B CBOEH pe30IOLUN DKC-
MEPTHBIN COBET BBIIBUHYJT CJICIYIONINE MPEITOKEHUST.

— PexomennmoBaTh momoiaHuUTH pasmen 2.3 «Jlabopa-
TOpPHBIC JMArHOCTUYECKWE WCClefoBaHusI» WH(opMa-
LIMEit, 9YTO B CITy4yae BBISIBIIEHUS y peOeHKa IMpU OOIIeTTpU-
HSITOM J1aOOpaTOPHOM OOCJIeOBAaHUU TaK Ha3bIBAa€MbIX
MWHUMAJbHBIX OTKJIOHEHWI B aHajiM3aX MOYM Helle-
JlecooOpa3HO HAYMHATH Teparuio ¢ Ha3HAaYeHWs] aHTH-
GakTepuaJIbHbIX TIperapaToB A0 TOJYYEeHUST pe3yJibTa-
TOB MUKPOOMOJIOTMYECKOTO MCCIETOBAHUST MOYU BBUIY
OTMACHOCTY CEJIEKIIUK PE3UCTEHTHBIX MUKPOOPTaHU3MOB
U 3paguKaldMd TOTEHIIMATbHO TPOTEKTUBHBIX IITaM-
MOB. B KauecTBe npermapaTa BbIOOpa C LeJbio Tpoduiak-
TUKU MHOEKIINIT MOUYEBBIBOASIINX MyTel TPU BbISIBIIE-
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MOYETOYHMKOBHII pediokc; UMIT — undekuns mouyeBbiBoasiux myteit; F'H — rimomepynonedpur.
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