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Bpo)XAeHHbIA OpraHM4YecKUn rMnepuHCYIMHU3M.
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B reHe ABCC8

0.0. MBanos ', J1.B. utkosckas |, 0.1. MapbuHa ', M.E. TypkyHoBa 2,
E.H. Cycmupin ', T.W. Mpoxoposuy '

! CaHKT-eTepBypreKuii rocyapcTBeHHbIN NeAnaTpUuecKuin MeMLUMHCKII yHuBepcuTeT, CaHkT-Tetepbypr, Poccus;
2 [letckas ropofcKas nosmkimimka Ne 44, Cankr-Tetepbypr, Poccus

AHHOTALNA

BpoAeHHbIA MMNEPUHCYNIMHU3M — HacieACTBEHHOe 3aboneBaHMe, OTHOCALLEECS K rpynne OpgaHHbIX, KIMHUYECKM
NpOSIBNAOLLEECS Pa3BUTUEM MEPCUCTUPYIOLLMX TUMOMIMKEMUIA B HEOHATaNbHOM nepuofe. HeBponornieckue paccTpoiicTaa,
BO3HMKAlOLLMe BCNeACTBIUE NEPCUCTUPYIOLLMX TUMOTSIMKEMUN, B HONbLUMHCTBE C/ly4aeB CONPOBOXAAIOTCA HapyLLeHNeM dyHK-
LMW LLeHTPasbHOM HEPBHO CUCTEMbI, PErPeccuen U 3aflepXKON NCMXOMOTOPHOTO M PEYEBOr0 pasBuTUA. [ns BpOXLEHHOMO
TMNEPUHCYIMHM3MA XapaKTepHa reTeporeHHoCTb GPeHOTMNOB 3abonieBaHus, NPOSBNAILLAACA PA3NIMYHON BbIPAXKEHHOCTBIO -
MOTJIMKEMUYECKOr0 CMHAPOMA, MeTaboNMYeCKUX U HEBPOIOTMYECKMX CUMMTOMOB, YTO 3aTPyAHSET BepubUKaLMI0 AUarHo3a,
AVKTYeT HeobxoaMMOCTb KOMMMIEKCHOTO 06Cnef0BaHns, B TOM YUC/e NPOBEAEHUS MOJEKYNSPHO-TEHETUYECKOro aHanu3a
Yy NMaUMEHTOB M YNEHOB WX CeMeil. ITO MO3BOJISIET CBOEBPEMEHHO HA3HAYUTb MHCYSIMHOCTATUYECKY0 Tepanuio, TeM CaMbiM
CHU3UTb PUCK Pa3BUTUS TSIKESbIX HEBPOSIOrUYECKUX M METAbONIMYECKMX OCTIOXHEHWI. B cTaTbe NpeAcTaBneHo onucaHue Tpex
KJIMHUYECKMX CIy4aeB BPOXLEHHOMO FMNEPUHCYNIMHM3MA, COMPSMKEHHBIX C FOMO3WrOTHLIMM BapuaHTamu B reHe ABCC8 v ay-
TOCOMHO-PEeLLECCMBHLIM TUMOM Hacne0BaHuUsA, BOLLEALLMX B YUC/IO paHee UCCnefoBaHHbIX HaMU NALMEHTOB C BapuaHTaMm
B reHax ABCC8 v KCNJ11. PesynbTaTbl AaHHOMO MCCNEA0BaHMA YaCcTUHHO onybMKoBaHbl aBTopamMu paHee. OnbIT HabntoaeHus
33 [laHHbIMW NaLMeHTaMW OTPaXKAeT BAXXHOCTb PaHHel AMArHOCTUKN BPOXAEHHOMO rMMEpUHCYNMHU3MA, B TOM YUCie C UC-
Nob30BaHNEM MOJIEKYNAPHO-TEHETUYECKOrO UCCIeA0BaHNS, CBOEBPEMEHHOM0 Ha3HAueHWsl MHCYNIMHOCTaTUYECKON Tepanuy,
Nno3B0sIAeT 06BEKTUBHO OLIEHUTb 3D EKTUBHOCTL NPOBOAUMONO JIEYEHNS, CHU3UTL PUCK Pa3BUTUS TAKENbIX METabOMYECKUX
W1 HEBPOJIOTUYECKUX OCNOKHEHMIA.

KnioueBble cnoBa: BPOXKAEHHbIN T’UNEPUHCYSIMHW3M; NepcucTUpytoLas runornukemms; Mytauus ABCC8; AT®-3aBUcuMble
K-kaHansbl.
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Congenital organic hyperinsulinism. Phenotype
spectrum predetermined by ABCC8 gene variants
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ABSTRACT

Congenital hyperinsulinism is a hereditary disease belonging to the orphan group, clinically manifested by the develop-
ment of persistent hypoglycemia in the neonatal period. Neurological disorders resulting from persistent hypoglycemia,
in most cases, are accompanied by dysfunction of the central nervous system, regression and delayed psychomotor and
speech development. Congenital hyperinsulinism is characterized by heterogeneity of disease phenotypes, manifested
by different severity of hypoglycemic syndrome, metabolic and neurological manifestations, which makes it difficult to
verify the diagnosis, dictates the need for a comprehensive examination, including molecular genetic analysis in patients
and their families. This allows timely appointment of insulinostatic therapy, thereby reducing the risk of severe neuro-
logical and metabolic complications. The article presents a description of three clinical cases of congenital hyperinsulin-
ism associated with homozygous variants in the ABCC8 gene and an autosomal recessive type of inheritance, which were
included in the number of patients previously studied by us with variants in the ABCC8 and KCNJ11 genes. The results
of this study were partially published by the authors earlier. The experience of monitoring these patients reflects the
importance of early diagnosis of congenital hyperinsulinism, including the use of molecular genetic testing, the timely
administration of insulinostatic therapy, allows an objective assessment of the effectiveness of the treatment, and re-
duces the risk of developing severe metabolic and neurological complications.
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MEPE[IOBAA CTATBA

BBEJEHUE

BpoxaeHHbIiA runepuHcynmHusm (BI'M) — 3to Hacneg-
CTBEHHOE 3aboneBaHue, KIMHUYECKU NPOSBAAILLEecs pas-
BUTMEM NEPCUCTUPYIOLLMX TUMOTSIMKEMUIA B HEOHATasIbHOM
nepuoge [3, 8]. BI'M oTHocuTcs K rpynne opdaHHbIX 3abone-
BaHWM 1 BCTpedaeTcs ¢ yactoTon 1: 30 000-50000, gocturas
1: 2500 B cTpaHax, rae pacnpocTpaHeHbl 6/M3KOpPOACTBEH-
Hble Bpaku [11, 12]. Mo nocnegHWM LaHHLIM, MepBUYHas
3abonesaeMocTb BI'M B Poccuiickoit ®epepaummn 3a 2015-
2017 rr. coctauna 1: 50 638 uBbIX HOBOPOXAEHHBIX [7].

[na BI'M xapakTepHa BbICOKas BapuabenbHOCTb KIMHK-
YECKUX NpOABMIEHMI, 00YCNOBNIEHHAs FeTEPOreHHOCTbIO M-
cTonornyeckux ¢opmM BI'M n nonmmopdHocTbio Monekynsp-
Ho-reHeTU4eckux pedektos [1, 4,7, 14, 17].

B nopaensiowieM bonblumHcTBe cnyyaes (40-60 %) pas-
BuTHe BI'M obycnoBneHo HanmMuMeM naToreHHbIX BapuaHTOB
B reHax, Koaupymwmx oenku ATO-3aBucuMbIx K-KanmeBbix
KaHanoB B-KNetok noAxenymodHon kenesol (ABCC8
u KCNJTT) [6]. B HacTosiLee BpeMs OnMcaHbl KaK ayToCoM-
HO-[,0MWHaHTHbIE, TaK U ayTOCOMHO-PELLECCUBHbIE MyTaLIUU
reHoB ABCC8 u KCNJ11. AyTocoMHO-peLieccuBHbIe NpUBOAAT
K pasBuTUIO TSKEMbIX AUAPY3HbIX ANAa30KCMAPE3NUCTEHTHBIX
dopm [13, 16, 19]. BapuaHTbl MoryT bbITb YHacnen0BaHbI
0T poauTeneii unu noseuTbes de novo [15]. CaMble TaKenble
U3 HUX — FOMO3UIOTHbIE, MPUBOASALLME K HEBPONOTMYECKUM
1 MeTabonmyeckuM ocnoxHeHuaM. KpoMe Toro, ons ofHoro
1 TOrO }Ke BapMaHTa B Kay3aTUBHOM FeHe CBOMCTBEHHA BbICO-
Kasl NEHETPAHTHOCTb, YTO OMNpefenseT reTeporeHHoCTb GeHo-
inoB npu BIW [7, 14, 17, 20]. 310 guKTYyeT HeobX0aMMOCTb
KOMMeKCHoro obcnefoBaHms, B TOM ynche nposefeHns M
y npobaHpa v YneHoB ero ceMbM, YTO NO3BOSISET NOJHOCTbH
BepUdULMPOBaTb AMAarHo3, CBOEBPEMEHHO Ha3HauuTb WH-
CY/IMHOCTATUYECKYID Tepanuio, TeM CaMbIM CHU3UTb PUCK
PasBUTUA TSENbIX HEBPOSOTMYECKUX M MeTabonnyecKux
OCJTOXHEHUH.

B cTtaTbe npefcTaBNeHO onMcCaHWe TPEX KIMHWUYECKWX
cnyyaeB BIN, conpsxKeHHbIX ¢ FOMO3UrOTHBIMM BapuaHTaMm
B reHe ABCC8 v ayToCOMHO-peLecc1BHbIM TUMOM HacnefoBa-
HUsl, BOLLUEALINX B YACNO0 paHee obcnejoBaHHbIX HAMK NaLy-
€HTOB C BapuaHTamm B reHax ABCC8 n KCNJT1. Pe3ynbTathl
[aHHOro UccnefoBaHKA onybnMKoBaHbl aBTopamm paHee [9].

KTMHUYECKUI CNIYYAM N2 1

Maumentka C., AeBoYKa, OT 4-i GepeMeHHOCTH, C 0TA-
FOLLEHHbIM ceMelHbIM (cecTpa bonbHa BI'M) u aHTeHaTanb-
HbIM aHaMHe30M (y MaTepu — TOKCUKO3 B 1-M TpuUMecTpe,
aHeMus, UMTOMeranoBupycHas WHQeKuMs, ypeannasmos,
KaHAMAO3HbIM KOMbMUT BO 2-M U 3-M TpumecTpe bepeMeH-
HOCTW, OTEKM DEpeMeHHbIX), B pofax paHHee M3MUTUE OKO-
nonnogHbix BoA. Poaunack Ha cpoke 41 Hed., ¢ Maccoi
4000 r, pavHHO# 54 cM; oueHKa no wkane Anrap 8/9 6annos.
Ha BTOpble CYTKM KW3HW OTMEYEHO yXyALeHWe COCTOSHWS:
CHWxeHue catypaumn go 70—75 %, runornmkemus (rioKosa

Tom 14,Ne 4, 2073
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B nna3sme kposu 0,9 MMonb/n), conpoBoxatoLascs cyno-
poram, 3aKaTbIBaHUEM IN1a3, MbILLEYHOM rUnoToHuen. ocne
BBEJEHWUA TIHOKO3bl 0TMEYaNach NONOXMUTENbHAA AMHAMUKa
(NpeKpalLeHne CyAopor, HOpManu3aumsa rlKO3bl KpOoBK).
Mpu NoMbITKe NpeKpaLLeHNs BHYTPUBEHHOIO BBEAEHWSA pac-
TBOpA [/IOKO3bl — MOBTOPHbIE MPUCTYMbl MUMOMJIMKEMUM
C Cyaoporamu M arHo3, HaxoAunacb Ha WCKYCCTBEHHOW
BEHTMALUMM Nerkux. o AaHHBIM ropMoHanbHOro uccnepo-
BaHus: uHcynmH 9,1-16,1 MrkEL/Mn (N 2,0-25,0), C-nentug
2,76-7,9 wr/mn (N 0,5-3,2), vHcynuHONoRo6HbI daKTop
pocta 1 (M®P-1) 67,1 Hr/mn (N 31,0-43,0), koptuson 23,4-
109,8 umonb/n (N 55,0-304,0), TvpeoTtponHbIi ropmoH (TTT)
1,2 MKME/Mn (N 0,34-5,6), TMpoKcuH cBobogHbIn (T4cB)
11,6 mMkmonb/n (N 7,9-14,4), TecT Ha KETOHbI U aMMOHWIA
B KPOBM M MOYe [aN OTpULaTeNbHbIN pesynbrart. [pu anHamu-
YECKOM HabnoLeHN 0TMeYaNMCh YacTble ANM30Abl TAKENON
TUNOTMIMKEMUY, BbICOKas NOTPeBHOCTb B rMOKO3e — [103a
12 mr/(kr - cyT). IMarHoCTMPOBaH BPOXAEHHBIA UMEpUHCY-
nmHu3M. TonbiTKa MeIMKaMEHTO3HOW Tepanuu npenapara-
MK aroHucToB AT(-3aBucUMbIX K-KaHanoB — [AMasoKcup,
B fo3e 20 Mmr/(kr - cyT) — oKasanacb Mano3dheKTMBHON.
Crabunusawys ypoBHA rMOK03bl Bbina AOCTUrHYTa Nocne Ha-
3HayeHUs TepanuK aHanoroM coMaTocTaTMHa — OKTPeoTUs,
B Ao3e 5-10 MKr/(kr - cyT) noaKoxHo. B Bospacte 7 Mec.
Ha doHe HopMorNiMKeMUM Bbin 3aperncTpupoBaHbl HEOHO-
KpaTHble CyLO0pOXKHble MPUCTYMbl C 3NUNENTUGOPMHON aK-
TUBHOCTbI0, NMOATBEPXAEHHOM MO LaHHBIM 3MIEKTPO3HUEeDa-
norpammbl (331). Ha3HayeHa NpoTMBOCYA0POKHASA Tepanms.

C uenblo oKoHYaTeNbHOM BepUdMKaLMM AMarHosa 1 nep-
COHUPMLIMPOBAHHOIO NOAX0AA K JIEYEHMIO NPOBEAEHO MOJle-
KyNnsipHO-reHeTU4yeckoe nccneposanme (MI): B reve ABCC8
(NM_000352.6) B 3k30He 2 obHapyxeHa 3aMeHa OJHOro
HYK/1€e0TUA B FOMO3MIOTHOM COCTOSIHWM, NPUBOASALLAA K 3a-
MeHe aMuHokucnoThl €.259T>C, p.Cys87Arg. [laHHas MyTaums
B reHe ABCC8 BbisiBneHa y oTLa, MaTepu W CTapLUen cecTpbl
C opraHuyeckum nopawenueM LLHC u nepcuctupyrowmmu
runornukemMusamu. [inarHos y ctaplueii cectpbl Bepuduumpo-
BaH nocne nonyyeHus peynstatoB MM Bcex 4neHoB ceMbk
B Bo3pacte 12 net. leHeanornyeckue AaHHble MALMEHTKM
npencTaBieHbl Ha puc. 1.

ca2

O

D oe-

Puc. 1. [eHeanornyeckue AaHHble naumeHTKM C. ¢ BpOXKAEHHBIM
TUNEPUHCYSIMHU3MOM

Fig. 1. The genealogy of the patient C. with congenital hyper-
insulinism
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Puc. 2. padvK CyTOYHOr0 MOHUTOPUPOBAHMS TTIMKEMUM Y MaLMEHTKM C. ¢ BPOXAEHHBIM TUNEPUHCYIMHA3MOM
Fig. 2. Daily sensory monitoring of glycemia in a patient C. with congenital hyperinsulinism

MoBTOpHOE 06CNEf0BaHME NALMEHTKU MPOBEAEHO B 3H-
LOKPUHOMOTMYEeCKOM oTfeneHuu B Bospacte 1,5 net. Mpu
(M3MKanbHOM 0CMOTpe Y AEBOYKM BbiSBNEHA M30bITOYHAS
Macca Tena, Bec 11 Kr, uHaeKc Maccbl Tena (UMT) 17,63 kr/m?
(SDSy; +1,42), poct cpepmn 79 cm (=1,50 SDS).
Mpu aHanu3e cyToYHOrO paumoHa BoisiBNEH aucbanaHc Mex-
LY OCHOBHbIMW NULLEBLIMU BeLLecTBaMu (yrneBogbl, benky,
XUpbl) ¢ mpeobrajaHneM yrneBofoB 3a CYET MPOAYKTOB
C BbICOKUM TTIMKEMUYECKUM WHAEKCOM. [1pK oLeHKe HeBpo-
NIOTMYECKOr0 cTaTyca oTMeYeHa creumduyecKas 3afepKa
BO3PacTHOr0 NCMXOMOTOPHOTO Pa3BUTUA (CaMOCTOATENBHO
He CTOMT, XOAWUT C OMOPOM, U3 YalLKW He MbeT, NMpaMUaKy
He cobupaeT, Ha KapTUHKaXx He yrafblBaeT NPeAMETbl, B peyn
npeobnagaet crorosblii Nenet). CyaopoXHbIX NPUCTYNoB
B TEYEHMWe NocnegHnx 6 Mec. He bbino. Mo paHHbM 33T do-
HOBbII NaTTepH NpefcTaBieH NOMMMOPGHON aKTUBHOCTbIO;
04aroBoM 1 3NUNeNTUPOPMHOI aKTUBHOCTU He 3aperncTpu-
POBaHo.

PebeHoK NpooKaeT NieyeH e aHanoroM coMaTocTaTuHa
[okTpeoTMa B fo3e 6,2 MKI/(Kr - cyT)] NOAKOXHO MeToaoM
MoMIbl ¥ NPOTMBO3NUNENTUYECKYKD MOHOTEpanuio (Basbnpo-
eBas Kucota, B go3e 180 mr/cyT).

KoHTposib rMOKO3bl KPOBW OCYLLECTBASETCA Kpyraocy-
TOYHO C UCmosb3oBaHMeM cucTeMbl flash-MoHuTOpUpoBaHms
(puc. 2). 3aboneBaHue KOMMEHCUPOBAHO, YTO MOATBEPHKAAIOT
LaHHble nabopaTopHoro obcnefoBaHus: MMMKMPOBAHHDIN re-
Mornobun (HeA1c) 4,7 % (N 4,0-6,0), uHcynun 2,0 MKEL/Mn
(N 2,0-25,0), ypoeHb C-nentuaa 2,24 vr/mn (N 0,50-3,20).
3Inu3onbl MMNOTIMKEMUM BO3HUKAIOT PeaKo Ha hOHe MHTep-
KYpPpeHTHbIX 3aboneBaHuii (MMHUManbHas [/l0K03a KpPOBY
2,9 mmonb/n).
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MaumeHTka 3. (cTapLuas cecTpa), AeBoYKa 0T bepemeH-
HOCTM, NpoTeKaBLeNW Ha QOoHe aHeMuu, 06OCTPeHUs Xpo-
HWYECKOr0 NMuenoHedpuTa, B pofax — NPeXAeBPEMEHHOE
W3NnUTME OKOMONNOAHbIX Bod. Poaunack B CPoK C Maccoil
3920 r, anvHoi 53 cM, oueHKa no wkane Anrap 7/8 6annos.
C nepBbIX CyTOK W3HM Yy pebeHKa 0TMevanucb: nepuoap-
yeckue (dacumKynaumu) uaM cnacTUyecKue COKPaLLeHus
MbILLL, MPaBOM PYKU U HOTW, runopedneKcus, Banoe coca-
Hue. Ha TpeTbu CyTKM BriepBble 3aperucTpupoBaHa runoru-
Kemus (rntoKo3a kposw 0,98 MMonb/n), conpoBoxaaioLLascs
TOHUKO-KJIOHUYECKUMM CY0POraMu U HapyLUEHWEM [bIXaHus
(anHo3). B TEYeHWe CYTOK Haxofunacb Ha MCKYCCTBEHHOIA
BEHTUNALMM NIErkuX. TMNOTAMKEMUS KynuMpoBaHa BHYTPU-
BEHHbIM BBE[IEHWEM pacTBOpa MIOKO3bl W pacLieHeHa Kak
TPaH3UTOpHas, TaK KaK Npu LnTenbHoOM (B TeyeHue 1 Mec.)
OMHaMUYecKOM HabnofeHUn MoKasaTenn [MoKo3bl Oblin
B HopMe. [1OBTOpPHO MpUCTYNbl TMNOrNMKeMUn (rNioKo3a
Kpoau 0,98-2,7 Mmonb/n), conpoBoXatLLmMecs cyaopora-
MU, OTMevanucb B Bo3pacte 1,5 n 4 Mec. Ha ¢oHe OPBW.
[ns yTOuHEHWs NpUYMH NEPCUCTUPYIOLLEHA TUMOMSIMKEMUN
[eBoyKa bbina obcneoBaHa B 3HAOKPUHOMOTMYECKOM OTAe-
nenuu. o AaHHBIM rOPMOHANBLHOMO UCCeA0BAHNSA: UHCYNIWH
2,0 MkELl/Mn (N 2,0-5,0), C-nentug 0,83 Hr/mn (N 0,5-3,2),
koptuson 276,0 umonb/n (N 55,0-304,0), N®OP-1 62,0 Hr/mn
(N 31,0-43,0). KeToHbl 1 aMMOHWIA B KpoBW 0OHapyKeHbl
He Obinu. Mo pe3ynbTaTaM Npobbl ¢ rKaroHoM (6asanbHblii
ypoBeHb rnukemun 1,69 mMMonb/n, uHcynud 2,0 MKE[/Mn;
yepes 15 MUH: roKo3a 5,42 MMonb/n, uHeyivH 11,1 MKELL/Mi;
yepe3 90 M1H: rnoKo3a 2,16 MMonb/n, uHcynuH 2,0 MKE[L/Mn).
ObcnepoBaHa HeBposoOroM; Mo faHHbIM cepun 330 anu-
nenTUdOPMHOA aKTMBHOCTW 3aperMcTpUpoBaHo He Bbino,




MEPE[IOBAA CTATBA

NpOTMBOCYAOPOXKHYI0 Tepanuio He nonyyana. Habnwopaetcs
3H[OKPUHONOrOM aMByNaTopHo, B paHHEM BO3pacTe C Liefblo
npeaynpexaeHns rmnorfMKeMuii B paumoH bbin BBeaeH Ky-
KYPY3HbIA KpaxMan, KOHTPOSb FIMKEMUN Bbin perynsipHbIM.
WHcynuHocTaTUYecKylo Tepanuio He nonyyana, AnTeNb-
Hoe BpeMs bblna KoMneHcMpoBaHa Ha QoHe AueTsl. Hets-
Kenble Clyqan rMNorMKEMUM OTMeYannchb PefiKo Ha (oHe
WHTEepKYpPEeHTHbIX 3abonesanmii. CocToNT Ha AMCNaHCcepHOM
yyeTe y HeBpOJOra B CBA3M C 3aflePXKKON NCUX0-PeyeBoro
pasBuUTHS.

B Bospacte 9 net obcnepoBaHa B 3HLOKpUHONOrMYe-
CKOM otaeneHuu. [lpu oueHKe aHTPOMOMETPUUYECKUX MO-
KasaTeneii auarHoctuposaHo oxupenue Il cTenenu: Bec
53 kr (UIMT 27,7 kr/m2, SDS,r +3,02), pocT 139 cM cpenHmit
(SDS,ocr, +0,49). Tpu  exe HEBHOM MOHUTOPUPOBAHUM
YPOBHA [/I0KO3bl KPOBU 3aperucTpupoBaHbl 3nu3oAbl bec-
CMMNTOMHON TUNOTAIMKEMUM (CHUXKEHUE T/IIOKO3bl KPOBM
A0 2,7 MMOfb/N), YPOBEHb MHCYNMHA B MOMEHT TUMOrn-
Kemumn coctasun 39,85 MKED/Mn (N 2,9-28,8), C-nentupa
3,89 Hr/mn (N 0,78-5,19).

KJIMHUYECKUI CNIYYAN N2 3

MaumenTtka M. (MnapLwas cectpa). PebeHok oT bepeMeH-
HOCTM, MPOTEKaBLLE! C Yrpo30i NpepbiBaHUs U recTo3oM,
B pOZaXx NpeXAeBPeMEHHOE M3MUTUE OKONOMIOLHbIX BOL.
Poaumnacb B cpok ¢ Maccon 3290 r, anmHon 50 cM, oueHKa
no wkane Anrap 8/9 6annos. lNoBTOpsIOLLMECH TUNOMNMKE-
MWW OTMEYaMCb CO BTOPbIX CYTOK XM3HU (MUHUManbHbIi No-
KasaTesb [NKo3bl KpoBu 1,4 MMonb/n). [ins nopaepxaqus
HOPMOFTIMKEMUA NPOBOAMIOCH ASUTENBbHOE BHYTPUBEHHOE
BBE/EHME pacTBOPOB IMoKO3bl [10—12 Mr/(Kr - cyT)] ¥ MHbEK-
Lmu npegHu3onoHa. pu auHaMuueckoM HabnofeHuu exe-
[LHEBHbIE 3MMU30bI TUNOTTIMKEMUM, B TOM YUCTIE MOCTNPaHAM-
anbHO (CHUMXEHWE YPOBHS FTIOKO3bI KPOBHU L0 2,5 MMoNb/N),
COMpPOBOXAANUCh CNabocTbly, 3aKaTbiBAaHWMEM [Jla3, Taxu-
Kapaueii. Mo faHHbIM nabopaTopHOro MccnepoBaHus: MH-
cynmH 3,13 MkEQ/Mn (N 2,0-10,0), C-nentug 0,98 Hr/mn
(N 0,5-3,2), NOP-1 46,1 nr/mn (N 31,0-43,0), kopTison
141,0 Hmonb/n (N 55,0-304,0), TTT 2,13 MkME/Mn (N 0,34-5,6),
Thes 14,97 mkmonb/n (N 7,9-14,4). YuutbiBas nepcuctvpyio-
LUK XapaKTep TSXENbIX MUMNOrIMKEMUIA U JaHHbIe FOpMOHallb-
HOTO MCCnef0BaHus, Y AeBOYKM 3anofo3peH B, Hauata Te-
panus aHanoroM comatocTaTHa [oKkTpeotus, 25 MKr/(kr - cyT)]
METOLOM MOJKOXHbIX MHBbeKuuA. [lonbiTKa nepesofa
Ha npenapat aroHucToB AT®-3aBucuMbIX K-KaHanos [aua-
30Kkema, max 15 Mmr/(kr - cyT)] okasanacb HeaddeKTUBHON;
Bbina NpofoneHa KOHCepBaTUBHAA Tepanus OKTPEoTULOM,
Ha OoHe KOTOpOW AOCTUTHYTa CTOWKAs HOPMOTTIUKEMMS.

lpuHMMas BO BHUMaHWe [aHHble CEMEWHOro aHaMHe-
33 (BAMTENBHYK UCTOPUK NEPCUCTUPYIOLLEN TUMOTTIMKEMUN
y CTapLued cecTpbl), NS MOJHOW BepudUKaLMu AmarHosa
06eMM [1eB0OYKAM BbIMOIHEH MOJIEKYNSAPHO-TEHETUYECKUI
aHanu3. Y nauueHTOK BbISIBIEH FOMO3WUrOTHBIA BapuaHT
B reHe ABCC8 (NM_000352) c.3754-2A>G. Kpome Toro,
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B Brn

Puc. 3. leHeanormyeckve faHHble cubcoB 3. n M. ¢ BPOXKAEHHBIM
TUNEPUHCYSIMHU3MOM

Fig. 3. Genealogical data of siblings Z. and M. with congenital
hyperinsulinism

NpoBefEeHO MeAMKO-TeHETUYECKOe KOHCYNbTUpOBaHWe ce-
Mbu U MIW. Y oTua obHapyxeHa aHanoruyHas MyTaums
B reHe ABCC8 B reTepo3nroTHoM cocTosiHMM. Matb 0T uccne-
[0BaHus oTKasanacb (puc. 3). BospacT cectep Ha MOMEHT
npoBefieHNs MOJIeKyNAPHO-TeHeTUYECKOro UccefoBaHus
coctaenan 3,5 roga u 3 Mec. cO0TBETCTBEHHO. [eHeanornye-
CKWe [laHHble cubcoB NpeAcTaBeHbl Ha puc. 3.

Mpy NNaHoBOM KOHTPOSILHOM 06CNefoBaHUM B BO3pacTe
7 nety naumeHTKM M. gnarHoctMpoBaHo oxupenue Il ctenenm
(Bec 34 kr, VIMT 22,84 kr/M?, SDS,7 +2,69), pocT cpesHuit —
122 cM (SDS,,;, =0,46). OTcTaet B ncvxo-peyesoM passutiu,
HabnofaeTcs HeBpoOsloroM no nosogy ausapTpuu. Mo paH-
HbIM nocnegHero nlabopatopHoro o6cnefoBaHWsA: UHCYUH
8,9 nmonb/n (N 2,9-28,8), yposenb C-nentupa 0,97 Hr/mn
(N 0,78-5,19).

B KayecTBe MHCYNMHOCTATUYECKON Tepanuv Mofy4aeT OK-
TPeoTUA 4,7 MKr/(Kr - CyT) METOLOM MOLKOMKHBIX MHBEKLIMIA.
Ha doHe neyeHns ¥ MOCTOSAHHOrO MOHWUTOPMHra TIHOKO3bI
KPOBW PETUCTPUPYHOTCS MMMOTTIMKEMUN, B TOM YNCTIE TAXKEbIE
(MMHUMaTbHBIV MOKa3aTe b MKO3bl KpoBu 1,9 MMonb/n), Npo-
SBNSAOLLMECA HEMPOTIIMKONEHUYECKUMM CUMMTOMaMM (ro/oB-
Has 60/1b, rONIOBOKPYIKEHWE, CUHKONAMBHBIMW COCTOSHUAIMM).

OBCYXOEHWUE

Y Bcex TPOMX MaUMEHTOB OblM 0OHapyeHbl FoMOo3u-
rotHole MyTaumm B reHe ABCC8 v oTarowleHHas Hacneg-
cTBeHHOCTb. Y nauueHTku C. obHapyxeHa Haubonee pac-
MPOCTPaHEHHas MUCCEHC-MyTaums, xapakTepHas anis BIN.
Y poacTBeHHbIX NpobaHAO0B, MMEILLMX Pa3nMyHbIA GeHOTUN
TeYeHWs!, BbiSIBJIeHa CnnaiicuHroBas myTauus. B mpouecce
00cne0BaHMA YNEHOB X ceMel NoAobHbIe BapuaHTbI B Kay-
3aTVUBHOM reHe OblK BbISIBNIEHbI B FTOMO3UTOTHOM COCTOSIHUM
Yy c1bCoB, TaKKe CTpafaloLLMX NepPCMCTUPYIOLLMMK TUMOTIIN-
KEMUSIMU, W B TETEPO3UrOTHOM Y WX 3[10POBbIX POAMTENE.

B nutepatype onucaHbl nofobHble ciyqaun BI'M B nonyns-
LisIX C BbICOKOI 4aCcTOTO KPOBHOPOACTBEHHBIX BpakoB [12, 16].
Mo faHHBIM reHeanorMyecKoro aHamHesa B 06cnefyeMbix
ceMbsIX BIM3KOPOACTBEHHLIX OpaKoB He Obino.
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OnucaHHble Hamu cyvan BI'Y peMoHCTpupyoT BbICOKYHO
Bap1abenibHOCTb KIIMHUYECKUX NPOSBIIEHWI U 1abopaTopHbIX
nokasatenen. Y naumentku C. Habnopanac paHHAs MaHu-
(ecTaums, TAXKenoe NporpagueHTHoe TeyeHue 3abonesa-
HWA, 00yCNOBIEHHOE MEPCUCTUPYIOLLMMU TUMOTIMKEMUSMH,
COMPOBOXAAILLMMUACA NPUCTYNaMu CyAOPOT W BbICOKOW
noTpebHOCTbI0 B ANUTENbHOWM UH(Y3MM pacTBOpaMM TIOKO-
3bl — A0 14 Mr/(kr - cyT). Y oaHoi u3 cecTep (naumeHTka M.)
3aboneBaHue TaKKe MpOTEKano TSKENO, B TO BPeMs KaK
y BTOpPOM (NaumeHTKa 3.) Habntoganock Markoe TeyeHme BIA,
He TpebytoLLiee MHCYNMHOCTATUYECKOI Tepanuu. MHorue mc-
CNefoBaTenu 0TMeYaloT Tsxesnoe TedeHne B npu romosu-
rOTHbIX BapuaHTax B reHe ABCCS, opHako onucaHbl cnyyau
C MArKMM (EHOTMNOM M MaHudecTaumen B bonee No3aHeM
Bo3pacre [4, 18].

Mo maHHbIM 3apybexHbIX Konner, pasnuyns B GeHoTH-
nax Teyenns B[N y npobaHaoB, BeposTHO, CBA3aHO € Moau-
GuKaumen reHoB, BO3AENCTBUEM INUTEHETUUECKUX (aKTo-
poB, a TaKXe 0C0beHHOCTAMM MexaHu3Ma cnnancudra [20].
MopobHas KIMHUYeCKas reTeporeHHOCTb MpWU rOMO3MroTHOM
cnnaiic-MyTauum bbina onucaHa y naumentos U3 Anonum [20].
Mpu oueHKe nabopaTopHbIX MOKA3aTeNlen y «HaLWMX» nauu-
€HTOB C TsXKeNbIM TeyeHneM Bl 6binm BbisSBNEHbI BBICOKME
YpOBHM MHCynuHa u C-mentuaa Ha doHe runoramMKkeMum,
B TO BpeMS KaK Y [eBOYKM C ferkon dopmoi 3aboneBaHus
(naumeHTKa 3.) ypoBEHb WHCYNMHA UMEN HeMarHocTuye-
CKOE 3HayeHue, YTO 3aTpyAHAN0 BepudUMKaLMIo AuMarHosa.
Y nauventku C. c Taxenoit gpopmon B Takke bbino 3a-
PerucTpUpoBaHO CHUXEHWE YPOBHSA KOPTM30M1a, YTO CTano
MOBOAOM K MpoBefieHnto anddepeHLManbHoi AUarHoCTUKK
C HaLJNMOYEYHNKOBOW HE0CTAaTOYHOCTbI0. CHUMEHHBIN FNKe-
MWYECKUIA MOpOr, 0BYCNOBNEHHbINA HaNMYMEM MEePCUCTUPYIO-
LUMX FUMOFIMKEMUI, YacTo BbI3bIBAET NOAABIEHNE CEKPELIMM
KopTu3ona y naumeHToB ¢ B, uto Takxe 3aTpyaHseT Bepu-
¢unKaumio auarHosa [10, 18].

Mpu oueHKe napaMeTpoB MCUXOMOTOPHOTO PasBUTUS
1 HEBPOJIOrMYECKOr0 CTaTyca Y BCeX TPOMUX UCCeyeMbIX na-
LIMEHTOB BbIfBNEHa CMELMPUIECKan 3aepIKKa NCUXMYECKOr0
¥ peyeBoro passutus. MaumeHTkn 3. n M. cocTosT Ha auc-
MaHCepHOM YuyeTe Y HEBPOJIOra B CBA3M C 3a[EPHKOMN Mcu-
X0-peyeBoro passutus. Y maumeHTku C. KpoMe 3apepiKku
MCHUX0-PeyeBOro pasBUTUA AMArHOCTUpOBaHa 3HuUedanona-
TUA CMeLLaHHOW 3TnonoruK (MeTabonnyecku-mLLeMIUYECKas)
C KUCTO3HO-T/IMO3HbIM NOPaXKEHMEM 3aTbIIOYHBIX A0Sl obe-
ux remucep v CTPYKTypHas anunencus.

Mopaxenune LHC, B ToM uncne MeTabonuueckoe, Bcres-
CTBME MMMOrIMKEMUU, MOKET COMPOBOXAATHCA HapyLUEHWEM
ee (hYHKLWM 1 BbI3blBaTb PETPECCUI0 Pa3BUTUS, MOLTBEPKAA-
eMyto aaHHbiMu 33T [2, 91.

3AKJTIOYEHUE

BbipaxeHHass  BapuabenbHocTb  MeTabonuueckux
W HeBPONOrMYeCKUX MNPOSBNEHUIA B Tpex npeAcras-
NEeHHbIX  KMHWYeckux cnyvasx BIU - pemoHcTpupyet
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BbICOKYI0 F@HETUYECKYI MeHeTPaHTHOCTb UM 3KCMpPeccuB-
HOCTb, OMPeAensioLLyld FeTeporeHHoCTb (EeHOTUMOB, YTO
3aTpyOHAeT AMArHOCTMKY, TpebyeT npoBedeHMst MOJEKy-
NAPHO-TEHETUYECKOr0 aHanM3a y NaUMeHTOB M YIEHOB WX
ceMeil.

lMonHouUeHHoe reHeTMYecKoe obcnepoBaHue npobaH-
[O0B U WX POACTBEHHWKOB MO3BONAET BbIACHUTL XapaK-
Tep HacnegoBaHWs, MOMHOCTbIO BepudMUMpoBaTh AWa-
FHO3 W NPOrHO3MpoBaTb BEPOATHOCTb POXAEHUA AeTel
¢ BI'M B cembsax ¢ oTAroLLeHHbIM reHeanorMyeckuM aHaM-
He3oM.

NONONHUTENBHAA UHOOPMALIUA

BbnaropapHocTn. ABTOpbI BbipaXaloT 61aroapHoOCTb BCEM CO-
TPYAHWKaM U creumanuctam, nposoamswmMM M 8 @by «HMULL
3HAOKpuHoNoruu» (Mockea) n OTBHY «HUW ATAP um. [1.0.0TTax»
(CaHkT-IMeTepbypr), NauneHTaM 1 Ux POACTBEHHUKAM.

Bknap, aBTopoB. Bce aBTOpbl BHEC/IN CYLLECTBEHHbIA BKIaZ
B Ppa3paboTKy KOHLenuuW, npoBefeHWe WCCNefoBaHUA U MOA-
FOTOBKY CTaTbM, MPOYS U 0f06pUIM UHaNbHYID BepCUio Mepes
nybanKaumeil.

KoHdbnukT nHtepecos. ABTopbl 3asBNAKT 06 OTCYTCTBUM KOH-
(AMKTa UHTEpecoB.

WUHdopmaums o dmHaHcMpoBaHUU. MoneKynspHo-reHeTuqe-
CKOe Mccnefi0BaHne NPOBOAMIOCH B TOM YKCIIe B paMKax MporpaM-
Mbl «Anbha-3IHA0» Npu uHaHCOBOW NoAaepKe «Anbda-Ipynn»
" CbOH,lJ,a «KAD».

WHdopmmpoBaHHoe cornacue Ha ny6nmKaumio. ABTopbI Nosy-
UMM MUCbMEHHOE COTTIache 3aKOHHbIX NpeACcTaBUTeNe NaLMeHTOB
Ha NybBAMKaLMIo Me AMLIMHCKUX AaHHbIX U GoTorpaduii.
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AHHOTALUMA

AxtyanbHocTb. Mo faHHBIM PoccTaTa, y feTeli Haubonee 4acTo NOBOAOM 15 0OpaLLeHus 3a MeAMULMHCKONM NOMOLLbIO SBNS-
toTcA 601€3HM OpPraHoB AblXxaHuA. AHaTOMO-(U3MoNornyeckue 0CobEHHOCTU AETCKOro OpraHn3Ma U MHGEKLMOHHbIE GaKTopbI
npeApacnonaralT K pasBUTUI0 CMHAPOMa DpOHXManbHOW 006CTPYKLUMK. B HayuHoi NuTepaType NOATBEPKAEHO, YTO Hannume
AMcnnasum coeamHuTensHon TKau (OCT) yxyAlaeT TeyeHue cMHApPOMa OpoHXxManbHol 00cTpyKumn. BaxHo Boisensate [ICT
y AeTel ¢ bonesHAMM OpraHoB AblXaHWs, TaK Kak OHW TpebytoT 6onee MHBa3MBHBLIX METOA0B 006CNe0BaHuMA. Y AaHHON rpynnbl
MaLMeHTOB eCTb 0COBEHHOCTM Tepanuu, UM HeobxoanMo Bonee TiLaTeNlbHOE AMHAMUYECKOe HabnoLeHue.

Lenb — Bbisenenne [ICT Ha ocHoBE HEHOTUMMYECKMX MPU3HAKOB U U3Y4eHME ee 0CODEHHOCTEN Y NaLMEHTOB AETCKOro Myfb-
MOHOJI0TMYECKOro OTAESIeHUs C CUHAPOMOM OpOHXMaNbHOM 0OCTPYKLUMM M XPOHUYECKMM BOCMasieHneM BPOHXOB, OLieHKa CTe-
MeHM TAXKEeCTH 3ab0NieBaHus, aHanM3 MeTooB 06Cef0BaHUsA U Tepanuu.

Matepuanbl u Metogbl. B cTaTbe npeAcTaBfieHbl AaHHbIE OAHO3TAMHOMO KOrOpTHOrO MccnenoBaHus 380 nauueHToB
C BpPOHX00BCTPYKTUBHBIM CUHAPOMOM, MOAYYaBLUKMX CTALMOHAPHOE JIEYEHWe B YCNOBUAX MYSIbMOHOOMMYECKOr0 OTAENEHUS
CM6 TBY3 «[leTcKuit ropoAcKoi KIMHWUYECKUIA LIEHTP BbICOKMX MeauuMHCKuX TexHomoruid uM. K.A. Payxdyca», B nepuop
c 2019 no 2022 .

Pesynbratbl. 00bIYHas Tepanus, KOTOpas NPUMEHSETCA LIS ieYeHns DpOHXMaNbHOW acTMbI, He Beeraa 3ddeKTUBHa 41A na-
umenToB ¢ [ICT. MaumeHnTsl petckoro Bo3pacta ¢ [ICT n BpoHxManbHoi acTMOM, HaX0AALLMECS HA NEYEHWN B OTAENEHUN NYSlb-
MOHOJ10T MM, NOJBEPraloTca DoNbLUEl NIy4eBON Harpyske W npouesypaM ¢ bosiee BICOKMM YPOBHEM MHBA3WUBHOCTH, BKIOYas
(unbpobpoHxocKonuio.

Boioabl. [Ins peteit ¢ [CT xapakTepeH OTArOLLEHHbIA aHaMHE3 M0 BPOHXOMErOYHOM NaToNorMK (OCIIOXHEHHOE TeyeHue
MHEBMOHMM, CMOHTaHHBIA MHEBMOTOPAKC), OTCYTCTBME OCOXHEHHOW MO aTonuu HacneacTBeHHocTu. B rpynne peteii ¢ ACT
BbIIBIEHO NpeobiafiaHne TSKENOro TeyeHWsi BpOHXManbHOM acTMbl M obauTepupytowero bpoHxmonuta. 06cnenoBaHue
naumenToB ¢ [ICT TpebyeT [OPOrocTOALMX AMArHOCTUYECKUX MCCNEAOBaHMIA (KOMMbOTEPHAsA TOMOrpamMMa OpraHoB rpya-
HOM KNeTKM, GUbpodpPOHXOCKONKA), B OCTPbIA Nepuof, 3a00NeBaHA — Ha3HAYeHWUs CUCTEMHBIX [TIOKOKOPTUKOCTEPOMOB,
ANA NeyeHns 3aboneBaHns UCNOb3YKOTCS NpenapaTthbl FyMaHU3UPOBaHHBIX MOHOKJIOHANbHBIX aHTUTeN npoTus IgE.

KnioyeBble cnoBa: aucnnasus CoOeAMHUTENbHOM TKaHW; GeHOTUNUYEeCKas OLeHKa AMCNNAsuN COeAUHUTENbHOW TKaHu;
BpOHX00BCTPYKTUBHBINA CUHAPOM Y fieTel; NeyeHue.
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Treatment of children with bronchial obstruction
syndrome on the background of connective tissue
dysplasia: realities and prospects
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ABSTRACT

BACKGROUND: According to Rosstat, respiratory diseases are the most common reason for children to seek medical
help. Anatomical and physiological features of the child’s body and infectious factors predispose to the development of
bronchial obstruction syndrome. The scientific literature describes that the presence of connective tissue dysplasia (CTD)
worsens the course of bronchial obstruction syndrome. It is important to detect CTD in children with respiratory dis-
eases, as they require more invasive examination methods. This group of patients has specific features of therapy, they
need more careful dynamic monitoring.

AIM: Identification of CTD based on phenotypic signs and study of its features in patients of the pediatric pulmonology
department with bronchial obstruction syndrome and chronic bronchial inflammation, assessment of the severity of the
disease, analysis of examination methods and therapy.

MATERIALS AND METHODS: The article presents data from a one-stage cohort study of 380 patients with broncho-
obstructive syndrome who received inpatient treatment in the conditions of the pulmonology department of the
St. Petersburg State Medical Institution “K.A. Rauhfus Children’s City Clinical Center of High Medical Technologies”,
in the period from 2019 to 2022.

RESULTS: Conventional therapy, which is used to treat bronchial asthma, is not always effective for patients with CTD.
Pediatric patients with CTD and bronchial asthma who are being treated in the pulmonology department are subjected to
greater radiation exposure and procedures with a higher level of invasiveness, including fibrobronchoscopy.
CONCLUSIONS: Children with CTD are characterized by a burdened anamnesis of bronchopulmonary pathology (com-
plicated course of pneumonia, spontaneous pneumothorax), the absence of complicated heredity by atopy. In the group
of children with CTD, the prevalence of severe bronchial asthma and obliterating bronchiolitis was revealed. Examination of
patients with CTD requires expensive diagnostic studies (computed tomography of the chest organs, fibrobronchoscopy),
in the acute period of the disease — the appointment of systemic glucocorticosteroids, humanized monoclonal anti-IgE
drugs are used to treat the disease.

Keywords: connective tissue dysplasia; phenotypic assessment of connective tissue dysplasia; bronchoobstructive
syndrome in children; treatment.
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OPATVHASTBHBIE CTATBM

AKTYAJIbHOCTb

06wwasn 3aboneBaeMocTb 60NE3HAMM OpraHOB AblXaHuWA
B Poccuiickoit ®epepaumm 3a nocnegHee fecatuneTe He-
ykinoHHo pacteT [10]. OcTpbid 06CTPYKTMBHBLIN BPOHXMT Ya-
CTO BCTpeyaeTcs Y AeTelt 40 6 neT Ha (oHe BUPYCHOW WH-
(eKumMmM, HO [0 HaCTOALLEr0 BPEMEHU HET YETKUX LaHHbIX
0 €ro pacrnpocTpaHeHHOCTV NpK 6pOHXONIEroYHOM NaToIoruy
y LeTeil. PasHopeunBoCTb CBEAEHMIA 0 YacTOTe W CTPYKTYpe
00CTpyKLMM AbIXaTeNbHbIX NyTel 0bycoBieHa OTCYTCTBUEM
e[MHOr0 Noaxoa K AnddepeHLManbHOM AMarHocTUKe, TpaK-
TOBKe 3T10NI0ruu 1 natoreHesa [8]. Nopoku pa3sutus Tpaxem
1 bpoHxoB, ractpoasodareanbHblil pedOKC CTYKaT NpU4m-
HaMM pasBuTUS CMHAPOMa BpoHxmanbHoi obcTpykumm (BOC)
y AeTen nepBoro rofa usHu. Y [eTeil paHHero Bo3pacTa
npenpacnonaratwwmmu K passutiio bOC aHaToMo-tu3uono-
TMYECKUMM 0CODEHHOCTAMM CIyXKaT: Haluuue runepniasum
JKENe3NUCTON TKaHM, CKITOHHOCTb K Pa3BUTMIO BOCMANUTENb-
HOro OTEKa, CeKpeLms NPeUMYLLECTBEHHO BA3KOW MOKPOTI,
OTHOCUTENIbHASA Y30CTb [bIXaTeIbHbIX MyTel, MeHbLUMIA 00bEM
FMafKVX MBILLL, HU3KasA KonnaTepanbHas BEHTUNALMS, He0-
CTaTOYHOCTb MECTHOT0 MMMYHUTETA, 0COBEHHOCTW CTPOEHMS
ropTaHu u guadparmbl. HecoMHeHHOe BAMSIHWE Ha HapyLue-
HMe QYHKLMOHMPOBaHWUA OPraHoB JblXaHus y pebeHKa oKasbl-
BalOT M Takue (aKTopbl, Kak bonee ANUTENbHbINA COH, YacTbIi
nnay, NpeuMyLLecTBeHHoe NpebbiBaHMe Ha CMMHE B NEpBbIE
MecsLbl u3Hu [8].

Mo AaHHbIM NUTepaTypbl, Y LeTeil paHHero Bo3pacTa
bpoHxuanbHan actMa (bA) B 30-50 % cnyyaeB — BapuaHT
peunausupytowero Tedenns bOC [8]. Hanmuve pucnnasum
coenuHuTensHon TKanu ([CT) sBnseTca HebnaronpuaTHbIM
(bakTopoM Ans TedeHus 6onesHen opraHoB ApixaHus. CTpyk-
TYpHble M3MeHeHns AbixatenbHoit cuctembl npu OCT npuso-
LAT K U3MEHEHUAM (DYHKLMN MBILLIEYHO-XPALLEBOr0 KapKaca
Tpaxeu, OPOHXOB M anbBeONSPHON TKaHW, fenas ux bonee
3M1aCTUYHbIMU. [laHHbIe U3MEHEHUS OKa3blBAKT HEraTUBHbIN
3 deKT Ha ApeHaXHYyl (YHKUMIO BPOHXOB, CTPOMANbHYI0
YCTOMYMBOCTb anbBeon. HapylueHus CTPYKTYpbl JieroyHoi
TKaHU NpU TUNeppacTSXKMMOCTA U CHUKEHUM 3MaCTUYHOM
(GYHKUMM 00pasyloT OCHOBHbIE [AMCMAACcTUKO3aBUCUMBbIE
M3MEHEHWsi OpraHoB AbixaHus (TpaxeobpoHxoMeranus,
TpaxeobpoHxoManaums, cuHapoM Bunbamca — Kamnbenna,
KMCTO3Has runonnasus nerkoro). [aHHble Mopdonoruye-
CKMe 0COBEHHOCTM COMPOBOXAAKTCA HapyLUEHWEM KUHETH-
KM BO3[yXOHOCHbIX NyTei (pasnyBaHWe Ha BAOXE W Konjanc
Ha Bbl0Xe, 3KCMMPATOPHbIA NPOJIaNC) C KIMHUYECKUMU Npo-
SIBNEHNAMM B BULE HENPOAYKTMBHOIO NapOKCU3ManbHOro
Kawns, bonen 3a rpyanHoOiA, 3aTPyAHEHHOTO [bIXaHus, auc-
TaHTHBIX CYXMX XpunoB. B 3aBMCMMOCTM OT xapakTepa nopa-
XKEHUS UMEIOTCA U M3MEHEHUS! PYHKLMU BHELLHErO AbIXaHWA.
C BpOX[EeHHOW CnabocTblo MM aTpoduen 3nacTUHeCKoro
KapKaca Nerkux cBsi3aHa nepeuyHas auddysHas amduse-
Ma nerkux. MNpu amMduseMe cTpapaeT BCA coeanHUTENbHAS
3NacTUYecKas TKaHb, YNpyroctb 6pPOHXMANbHON CTEHKM CHU-
)KaeTcsa, B CBA3N C YeM, NMpU OMHAMUYECKON KOMMpeccuu,
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MPOMCXOAUT He 3KCMMPATOPHBIA CTEHO3 (OrpaHMyeH e MOTOKa),
a 3KCMMpaTOpHbIA KOMManc, YTo SBASETCA HapyLUeHUeM
BpoHXManbHOM MPoXoaMMocTK. B cuny yMeHblueHus paau-
anbHOM TAMM 3M1aCTUMECKUX 3NIEMEHTOB JIEMKMX NPOCBET BHY-
TPU LbIXaTeNbHbIX NYTer, 0COBEHHO AWCTaNbHBIX, NepecTaeT
BbITb CTabWIBHBIM, MPOUCXOAUT Kosnanc BpoHXoB faxe npu
MasnoM yBeSIMYEHUM BHYTPUrPYAHOTO AaBNEHUS. YBennueHne
COMPOTWBNEHUS BLOXY W BHYTPUrpyaHoro obbemMa nosblLla-
€T aKTUBHyl0 paboTy AbixaHuWs, 3HeproTpaTbl, NPOUCXOAUT
yXyLLlleHue ra3oobMeHa. M3MeHeHus TpaxeobpoHxuanbHoi
CTEHKW W aHOManuu nerkux, cessanHble ¢ [ICT, cywecTsytoT
Ha (oHe Topako-auadparManbHoOro cuHapoMa. B bonbLumH-
cTBe paboT faHHble M3MEHEHUS! OMUCLIBAKOTCS Y B3POCIIbIX.
N3meHeHus gbixatenbHoii cuctemsl Y feten ¢ [ICT u3yyeHs
HepocTaTtouHo [3, 13].

HekoTopble aBTOpbI 0TMEYaloT, YTO M3BECTHbIE MyTaLM
reHa gubpunnnHa obHapyxmeatotcs inwb B 60-70 % cnyya-
€B, COOTBETCTBYHLLMX CMHAPOMY MapaHa no KIMHWYeCKUM
Kputepuam. C fipyroii CTOPOHbI, Takue MyTaLuMK BbISIBASIOTCS
B 12 % cnyyaes, He COOTBETCTBYHLUMX KJIMHUYECKUM KpH-
TepusM cuHApoMa [2]. HacnepacTBeHHble HapyLieHWs coe-
OVHWTENBHOW TKaHW NpeACTaBAsOT COBON reTeporeHHyHo
rpynny CoCTosHWiA, 06ycnoBneHHbIX aedeKTaMu reHoB, OT-
BETCTBEHHbIX 33 MOCTPOEHWE 3/IEMEHTOB BHEKJIETOYHOrO
MaTpukca. TexHonorum Next-Generation Sequencing Moryt
MCMOMb30BaTbCA A OJHOBPEMEHHOMO aHaM3a MHOTUX re-
HOB, HO TouHas AauarHocTuka [ICT mo-npexHeMy 3aTpynHe-
Ha 13-3a NepeKpbIBaoLWMXC HEHOTUNOB M reHoTUnoB [14].
[unarHoctuka [ICT Ha ocHOBe reHeTUYecKUX MapKepoB B Ha-
cTosillee BpeMs TpebyeT 3HAUMTENbHBIX 3KOHOMUYECKUX
3aTpat U He sBnseTcA cneunduyHoir. Haubonee akTyanbHa
W NErko BbiNofHMMa deHoTUnMYecKas auarHoctvka [CT,
OHa MpOBOAMNACh NMaUMEHTaM, MOCTYMWBLUMM B CTaLMOHap
no Tabnuue «[uarHoctuyeckue NpusHaku AuUCiasun co-
eIMHUTENbHOM TKaHW» [1]. JleueOHble MeponpuATUS LeTaM
C OCTPbIM DPOHXMTOM, MpoTeKaoLwuM Ha doHe [CT, AomKHbI
NPOBOAMTLCA B paMKax LUMPOKO W3BECTHbIX anpobupoBaH-
HbIX CTpaTeruii ¢ yuetoM mMoauduumpyiowiero ausHug [CT
Ha BbIPAXXEHHOCTb W [JITENbHOCTb BOCMANMUTENIbHON peaK-
LW B pesynibTaTe CHUKEHWS IKCMeKTopaLmn 6poHxMansHoro
ceKpeTa.

[prOpUTETHOI CTpaTermen CyXUT paHHee Hayano Tepa-
MWW C Y4eTOM NpeSnonaraeMoi UM M3BECTHOW 3TUOOTWM,
(opMbl U TAXECTW NaTonorMyeckoro npouecca. JleyeHue
5EOC HeobxoanMo mpoBoAUTbL C Y4ETOM TUMOB BPOHXMaNb-
HOM 0OCTPYKUMM C BBELEHMEM DOPOHXOAMNATATOPOB Ye-
pe3 Hebynamsep. llpy runepKpuUHUYECKOM Twme npesno-
YTUTENEH KOMBMHMPOBAHHBIA BPOHXONMTUMK, BKIKYALOLLMIA
B,-anpeHoMUMeTUK U M-xonMHonuTuK (peHoTepon + mnpa-
Tponus 6pomma). KoMOuHaLMs OPOHXONMTUKOB YMeHbLUAeT
PUCK pa3BUTUS NOBOYHBIX IDPEKTOB, MOCKOSBKY UCMOMb3Y-
eTcs bonee HU3Kas A403a M B NPUCYTCTBUM afpeHOMUMETHKa
unpaTponus BpOMUA He OKa3blBAeT HEraTMBHOMO AEHCTBMS
Ha CeKpeLyIo ClIU3U, MYKOLMIIMAPHbINA KIIMPEHC W ra3006MeH.
Mpu BpoHxocnacTuyeckoM Tune 3GGHeKTMBHO MpPUMEHEHHe
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B,-anpeHoMuUMeTuKa (canbbyTamon). MHranauum 6poHxonu-
TUYECKOr0 CPeLCTBA MOXHO OJHOBPEMEHHO COYeTaTb C UH-
ransuMen MyKoaKTMBHOIO npenapata Yepes Hebynaiisep, UTo
Mo3BONSET CHU3UTL KONMYecTBO npouenyp. [pu BbipaxkeH-
HoM BOC noKasaHbl MHransuumM KopTUKocTeponaos (Byaeco-
Hupa) [6]. BaxkHoi TakTMKoW B paMKax nedenns bOC y pnetei
¢ [CT sBnsetcs KOMBUHMpOBaHHOE MPUMEHEHWe MeduKa-
MEHTO3HbIX CPeACTB M (M3NYECKUX MEeTOAO0B, CrnocobcTBy-
IOLLMX [peHupoBaHuio bpoHxmanbHoro fepesa. Ousnyeckue
MeToAbl BK/OYAT BMOpPALMOHHBIA Maccax (knondmac-
CaX) M MoCTypanbHoe MoNoXeHWe pebeHKa, HasHaYaeMmble
CO 2—3-T0 [HA NeyeHus, Npu YCNOBUM HOPManKU3aLmmn TeM-
nepatypsbl Tena [11].

CoBpeMeHHbLIN NMOAX0A, K NIEHEHW0 OCHOBaH Ha CTyrneH-
yaToii Tepanuu, pekoMeHAyeMoi [nobanbHoi cTpaTerven
no BeaeHnio u npodunaktuke bA 2021 r. nepecMoTpa —
GINA 2021 (Global Initiative for Asthma) [9, 13]. OteyecTBeH-
Hble KJIMHUYeCKMe peKoMeHpauuu no nedenuto bA 2021 r.
UMeloT 5 cTyneHeit Tepanum [4, 5, 91. Ha 1-i u 2-i cTyneHsx
Mo noTpebHOCTM peKoMeHAYeTCA WUCMOJb30BaHUe KOMOUHU-
POBaHHbIX MpenapaToB — WHraNALMOHHBIX TNIIOKOKOPTH-
kocteponpos (TKC) + kopoTKoAencTBYyIOLMX [3,-aroOHUCTOB.
Ha 3-5-i cTyneHsx Ans KynupoBaHWS CUMMTOMOB PEKO-
MeHA0BaHa KOMOMHaLMA npenapaTtoB — WHransLUMOHHBIN
I'KC + popmoTepon. HeManoBaxHbIM (aKTopoM sBNSETCA
T0, YT0 Mmoabop basucHoi (MPOTMBOBOCMANMTENLHON) Te-
panuu OCYLLECTBNIANCA WHAMBMAYANbHO C Y4eTOM YacTo-
Tbl U TAXKECTWU B COOTBETCTBUM C MPUHATBIMU CTaHAApPTaMU.
B pesynbrarte y geten rpynnbl ACT + BA 6bin nonyyeH nyd-
LUMA OTBET Ha Tepanuio KOMBUHMPOBaHHLIMKM MpenapaTamu
(canmeTepon + GnyTMKasoH, byaecoHup + dopmoTepon).
Mpu BA Ha doHe [CT bone BbICOKa NOTPEOHOCTb B CUCTEM-
Hbix [KC, psgoM aBTopoB 0TMeYeHo, yto nauueHtam ¢ b0C
Ha doHe [ICT HeobxoaMMO NPONOHIMPOBaHHOE MPUMEHEHME
cucteMHbix TKC npu taxenbix oboctpenusx [6, 71.

JletaM c yrpoxatoweir xushn BA n Sp0, <94 % peko-
MEHAYEeTCA MHransAToOpHOe BBEAEHWE KUCIIOPOAa Yepes npu-
neratoLLylo MacKy WM HasanbHble KaHIonn A AOCTUKEHNS
HopManbHoi caTypaumm (94-98 %) [4, 5, 8, 9, 13].

B HacToswiee Bpems 6uonorMyeckuMmM npenapatam,
0406peHHbIMK ANAa neyeHus Tsxenon bA y petei, cuuta-
t0TCA OManu3yMab, Menonmsymab, beHpanuaymab u gynuny-
Mab. Mcnonb3oBaHue 3Tux bronpenapaToB MOXKET NOAABNATL
CMMNTOMbI W YAYYLLaTh eCTECTBEHHOE TeueHue LeTcKoi bA
3a CYeT NOAABIEHNA PEMOJLENMPOBAHMA AbIXaTeNbHbIX MyTeM.
Tepanua omanu3ymaboM peKkoMeHayeTcs B3pOCHbIM, MOA-
POCTKaM M [eTAM CTapLue 6 NIeT C TSKENoN annepriyeckon
BA, KoTOpas He KOHTpONMpYeTCA NeYeHWeM, COOTBETCTBYIO-
LLMM CTYMeHu 4.

ACUT ucnonb3yetcs y feTen crapiue 5 ieT, N0APOCTKOB
¥ B3pocblX, ecu IgE-0bycnoBneHHas anneprus Urpaet Beay-
Lyto ponb B natoreHese bA. B pesynbtate ACUT oxupaetcs
YMEPEHHBIN KITMHUYECKUIA 3Q(EKT B OTHOLLEHWW CUMMTOMOB
BA, cTepoua-cnappuHroBblii 3QGEKT, yiyylleHne Kadecta
JU3HWU, YMeHblUeHNe BpOHXManbHOW rMneppeakTMBHOCTY.
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B HacToswee Bpems cywectsyet asa mMetona ACUT: nog-
KoXHas u cybnuHreanbHas [4, 5, 8, 9, 13], ux pekomengytot
K MPUMEHEHMI0 Y naLmeHToB ¢ bA nerkoi v cpefiHeii cTenesu
TSIKECTH, aCCOLMMPOBAHHOM C aniepruyeckuM pUHOKOHbIOH-
KTMBWTOM, npu ycnoBuu, 4to BA KoHTponupyeTcsa hapmako-
Tepanuen.

Pa3BuTie nerkux npeacTaenseT coboi HempepbIBHbIA M0-
JKU3HEHHbIA MPOLLECC, KOTOPbIA HauMHAeTCs BHYTPUYTPOBHO
1 NPOAOIIKAETCA OT POXAEHUS [0 MOAPOCTKOBOrO BO3pacTa
W paHHero B3pOC/IEHWUS W Ha3blBAeTCA TpaeKTopuel (hyHK-
umm nerkux. Jlerkve passuBatotcs K 20 rogam, 4to npuBo-
JMT K YBENMYEHUIO UX pa3Mepa, KONMYEeCTBa anbBeos, K yc-
NOXHEHMIO CTPYKTYpbl. DYHKUMA BLIXOAUT Ha NNATO MeXAy
20 1 25 ropgamu, a 3aTeM NOCTEMNEHHO CHKAETCA C BO3PacTOM.
XpoHuyeckoe BocraneHne MOXKeT NpUBECTU K PeMOAEeNMpoBa-
HMIO U HEOBPaTUMbIM CTPYKTYPHBIM U3MEHEHMUSM JIETKUX.

DeHoTMNMYeCKWE MapKepbl Y AeTeli C peLnanBUpYHLLIMM
bOC uenecoobpasHo paccMaTpyBaTh KaK Ka4eCTBEHHO HOBBbI
(akTop, Tpebytowmin 0cobbix NOAX0A0B K AMArHOCTUKE, ne-
YeHWHo, peabunuTaLmm U NPOrHO3Y 3aTSMHKHBIX M XPOHUYECKUX
3aboneBaHuit bpoHxoneroyHon cuctemsl [1, 6, 11]. 3HaHue
0c06eHHOCTEN KIIMHUYECKWX NPOSIBAEHUIA, AUArHOCTUYECKUX
KpUTepu1eB W TaKTUKM HabmiofeHus NauMeHToB Ha aTane nep-
BMYHOI MeAMKO-CaHWUTapHO NOMOLLY NOMOXET NpefoTBpa-
TUTb WM 3aMelSIMTb (DOPMUPOBaHME Cepbe3HON NaTosoruun
CO CTOPOHbI AbIXaTeJIbHOW CUCTEMbI M YIYYLIUTb Ka4yecTBO
*u3Hu naumenToB [11]. MMpeacraBnseTca nepcnekTUBHLIM
CO3/aHMe CMCTEMbI CTYMEHYATOro aHaiM3a M paHHero Bbl-
anenus [ICT ona nepcoHanM3vMpoBaHHOMO BeEHUS Kaxo0-
ro KIMHUYECKOro C/ly4as oT Hayana aMbynaTopHOro JieyeHms
[0 OKOHYaHMS CTaLMOHapHOrO.

Llens — Boisenenne [CT Ha ocHoBe (EHOTUMUYECKMX
MPU3HAKOB M M3yyeHne ee 0COBEHHOCTEN Y NaUMeHTOB AeT-
CKOro mynbMoHonoruyeckoro otaeneHus ¢ bOC u xpoHnye-
CKWUM BOCManeHneM OPOHXOB, OLEHKA CTEMeHU TSHKECTH 3a-
boneBaHus, aHann3 MeToA0B 00CNIe0BaHUA U Tepaniy.

MATEPUAJIbI U METO/bI

Ha ocHoBe deHOTMNMYECKMX NPU3HAKOB NpoBefieHa Aua-
rHocTuKa [CT y nauneHToB, MOCTYNMBLUMX B MyNbMOHOIOMM-
yeckoe otaenenue. lNpoBoannca onpoc Xanob K oLeHKa Te-
ueHust 3ab0N1eBaHMA, YUMTLIBAA UMelOLLieecs NpefiCTaBneHe
o BmaAHuM [ICT Ha opraHbl AbIXaTeNbHO CUCTEMBI, OLLEHMBA-
Nlacb CTENEHb TAXECTU 3aboneBaHmns, MeToAbI 006C/e10BaHNS
u Tepanus. CpaHuBanu rpynnbl naunentoB ¢ ACT u peteii
6e3 npusHakos [CT. MonyyeHHble faHHbIE MO3BOAAT BbIpa-
0oTaTh TaKTUKY AaNbHENLIEro AMHAMMYECKOro HabmoaeHus,
pa3paboTaTb KOMMEKCHbIEe MPorpaMMbl peabunutaumm.

[ln3aitH uccnepoBaHus

WccnepoBaHue ofHo3TanHoe KOropTHoe, MeTof, oTbopa
HenpepbIBHbIA (BO BpeMs rocnutanu3saumuu). OcHoBHas rpyn-
na — pem ¢ bOC 1 XpoHu4eckuM BocnaneHueM BPOHXOB,
MOCTYNMBLLWE B OTAENEHME MYSbMOHOMOMMM.




OPATVHASTBHBIE CTATBM

Ycnosus nposeaeHuUs uccnepoBaHus

Wccneposanne npoBogmnocb B [IeTCKOM TOpOACKOM
MHOronPoGMILHOM KIIMHUYECKOM LIEHTPE BbICOKMX MeAULIMH-
ckux TexHonorui um. K.A. Payxdyca B nepuog ¢ 24.09.2020
no 27.05.2022. [letei, nocTynatoLLmMX B Nj1aHOBOM U IKCTPEH-
HOM MopA/AKe, 0CMaTp1BaNM B NPUEMHOM OTAENeHNH, B X0/
CTaLMOHAPHOr0 NeYeHnA U3y4anacb MeAULIMHCKas AOKYMeH-
Taums, pesynbTaTbl 1abOpaToOpHbIX M MHCTPYMEHTaNbHbIX Me-
T0A0B 006CNe0BaHNA, Ha3HAYEHHOE NeyeHNe.

Kputepum cootBeTcTBMA

Kputepuu BkntoueHus: Bospact ot 2 1o 17 net 11 Mec.
30 aHelt; MHbOpMMPOBaHHOE corfacue, eCM BO3pacT nauu-
eHTa bonee 14 neT; MHbOpMUpOBaHHOE cornacue opuumManb-
HOro NpefcTaBuUTeNA NauueHTa; 3abonieBaHne [bIXxaTebHOM
cucTeMbl HemHbeKUMoHHoro reHesa (bA, obnuTepupyrowumii
OPOHXMT, peLnaUBMpPYIOLLIMIA DPOHXUT).

Kputepum ucknoueHus: ocTpoe MHOEKLMOHHOE 3abone-
BaHue; 0TCyTCTBME MHOPMUPOBAHHOIO COFNAcKs Ha y4acTue
B MCCNEAO0BaHMN.

OnucaHue KputepueB cooTBeTcTBUA. OCMOTp NaLMeHTOB
NpoBOAM/M MO e[MHONM MeTOAMKE Ha OCHOBE (eHoTUMUYe-
CKMX MpU3HaKoB Mo Tabnmue «[lMarHocTuyeckue npuUsHaKu
JMCNa3nn CoeLUHUTENbHON TKaHu» [1] ¢ auddepeHumpo-
BaHHOM OLIEHKOW KaX0ro Npu3HaKa.

Mop6op yyacTHukos B rpynnbl. 06cnenosaHo 380 netei
B Bo3pacte o1 2 fo 17 net 11 mec. 30 gHeit. o pesynbtatam
KonmyecTBa 6annoB, HabpaHHbIX Mo Tabnuue AuMarHocTu-
yeckux npusHakos [ICT, 6bino cdopmmupoBaHo Age rpynmbi:
1-a — naumeHTbl ¢ ACT (n = 172; 45,3 %); 2-9 — nauueHTbl
6e3 npusHakoB [ICT (rpynna cpaBHeHus; n = 208; 54,7 %).

LleneBble nokasatenu uccnepoBaHus

OcHOBHOM MoKasaTesib UCCIIeA0BaHUSA: KpUTEPUM, OTpa-
YKEHHble B Tabnmue «[IMarHocTMyeckue NpMsHaKM aucnnasum
COeLIMHUTENbHOW TKaHW», BKIIKOYAKOT B cebs OLIEHKY Kanob,
Haubosiee YyBCTBUTENbHbIE MPU3HAKU — CKENIETHBIE U KOX-
Hole [1]. OueHMBanM Kaxkablii MpuU3HaK C OnpenesieHneM
cyMMbl 6annos. [uarHoctuyeckuin nopor ACT — 40 6annos
u bonee, pesynbtat MeHee 30 6annoB — rpynna cpaBHeHus,
nauweHTbl 6e3 npusHakos [ICT.

OnucaHne MeTOA0B CTaTUCTMHECKOrO aHanM3a

Pasmep BbIDOpKM NpefBapuTeNbHO He PaccuUTLIBaM.
AHanus npoBoamnm ¢ ucnosb3oBaHKeM nporpaMMbl StatTech
v. 2.8.8 (000 «CratTex», Poccus). KonmnyecTtBeHHble nokasa-
TENM OLEHWBaNUM Ha NpeaMeT COOTBETCTBUS HOpPMarbHOMY
pacnpefeneHuio ¢ nomolublo Kputepus LLanupo — Yunka
(Npw umcne uccnepyembix MeHee 50) unn Kputepus Konmo-
ropoBa — CMupHoBa (npu uncne uccneayemblx bonee 50).
B cnyyae oTcyTCTBUA HOpPMarbHOTO pacnpeenieHns Konnde-
CTBEHHbIE [JaHHbIE OMUCHIBANUCh C NOMOLLbK MefuaHb! (Me),
HUXHero W BepxHero ksaptunen [@; @Q,]. Kareropmans-
Hble [aHHble OMUCLIBANUCL C YKasaHWeM abConTHbIX
3HayeHW U npoLueHTHbIX oned. CpaBHeHne Tpex u bonee
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rpynn no KONM4ecTBEHHOMY MOKa3aTeslto, pacnpejesieHune
KOTOPOr0 OT/IMYAN0Ch OT HOPMAJIbHOrO, BbIMOJHAMM C NOMO-
Lwbto Kputepusa Kpackena — Yonnuca, anoctepuopHble cpas-
HEHWS — C NOMOLLbH0 KpuTepua [laHHa ¢ nonpaBKoii XonMa,
MPOLEHTHbIE [OMM NpU aHann3e MHOFOMobHbLIX Tabmuy, co-
MPSXEHHOCTM — C MoMoLLbio KpuTepusa ¥ MupcoHa.

PE3Y/IbTATbI

MaumneHTbl, COOTBETCTBYHOLIME pa3paboTaHHbIM Kpu-
TEPUAM BHKJIIOYEHUS, [LEBOYKM WM ManbyuKW, B BO3pacTe
ot 2 no 17 net 11 mec. 30 gHe# (cpeaHuin BospacT 8 neT),
134 peBoukn M 246 mManbumKoB. M3 HUX, feTW B nepuoje
paHHero aetctBa — 20 (5,3 %), [oLKoNbHOMO BO3pacTa —
134 (34,5 %), metM MnapLero LKOMbHOTO BO3pacTa —
135 (35,5 %), cTapwero wkonbHoro Bo3pacta — 91 (23,9 %).
MepuaHa nepuopia paHHero feTcTBa — 3 roAa, LOLIKOSbHO-
ro Bospacta — 5 NieT, MIajLLero LWKOMbHOr0 BO3pacTa —
9 ne, cTapLuero LWKonbHOro Bospacta — 16 net (p < 0,001;
ucnonb3yeMblit Meton: x2). Yactota sbissnerus [ICT npuxo-
JMMach Ha CTapLuMi LWKOMbHBI Bo3pacT (p = 0,024; ucnonb-
3yeMblil MeToA: X2), HauMeHbluee BbisieneHue [ICT oTHocuTcs
K Mepuogy paHHero LeTcTBa.

lpoaHanu3upoBaHbl ciyyau BoisiBneHus bA y naumeHToB
¢ [ICT u 6e3 ee npusHakos. Bcero naumenToB ¢ bBA — 312,
y 135 (43,3 %) BbisieneHa ACT. M3 vux BA nerxoro Teue-
Hua —y 33 peteii (18,9 %) ny 73 (35,6 %) 6e3 [ICT. Cpen-
Hell cTenenn Tawectn — y 90 naumentoB (51,4 %) ¢ ACT
ny 97 (47,3 %) 6e3 [CT. BA Taxenoro TeueHus BbisBNIEHA
y 12 naumentos ¢ [ACT (6,9 %) v y 7 naumentoB (3,4 %) 6e3
[CT. Takum obpa3oM, MOXHO yBuaeTb, uto ana [ICT xapak-
TEpHO cpefHen cTeneHn U Taxenoe TeyeHue BA, He cBoi-
cTBeHHO nerKoe (p < 0,001; ucrionb3yembiit Meton: x2). [aH-
Hble NpefcTaBneHbl B Tabn. 1.

CnabocTb COEAMHUTENBHOTKAHHBIX CTPYKTYP JErkux
1 BpoHX0oB MpegpacnofiaraeT K pas3BUTUIO pa3HoobpasHoii
natonorum opraHos apixahus [1, 7, 11, 12]. C gnarHo3om
«OCTpbIii 06CTPYKTUBHBIM BPOHXWUT» NpeBanMpoBasu nauu-
€HTbI rpynMbl cpaBHeHWs. [aHHble bbin cTaTMCTUYECKM He-
3HauYMMBIMH.

06nmTepMpyOLLMIA BPOHXMOAUT AMArHOCTUPOBAH BCErO
y 26 naumeHToB: y 19 naumeHToB ocHoBHoi rpynnbl ¢ JCT
(73,0 % Bcero BbisiBNEHHOTO 06/UTEPUpPYHOLLErO BPOHXMONHK-
1a u 10,9 % Bcex naumentos ¢ [ICT): y 7 naumeHToB rpynnbl
cpaBHeHus 6e3 [ICT (26,9 % Bcex NaUMEHTOB C BbISIBNEHHBIM
obnuTepupylowmnM BpoHXMouToM 1 3,4 % BCex nauMeHToB
6e3 [CT). Takum obpasoM, obnuTepupytowwmii 6poHxmo-
JMT valle auarHoctupyetcs y maumenTos ¢ ACT (p = 0,004;
ucnosnb3yemblii Metog: x?).

Mpy aHanu3e BbISBNEHUS OPOHXO3KTA30B B 3aBUCMMOCTM
oT Hanuuusa [ICT cTaTUCTUYECKM 3HAUYMMBIX PE3YNbTATOB Mbl
He nonyuunu: oHW bbinun BoisBneHbl Y 8 naumenTos ¢ [CT
(4,6 %) ny 7 6e3 OCT (3,4 %). MNMpn n3yyeHun aHaMHesa
JU3HW 1 3aboneBaHMs Mbl MOMYYNUAN AaHHbIE O NEepeHeceH-
HbIX 3aboneBaHuAX, YTOUHWIM HacnefCcTBEHHbIE (aKTopbl
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Ta6nuua 1. CTpyKTypa HO30/10rM4ECKUX (POPM Y NALIMEHTOB NYSIbMOHOMOTMYECKOT0 OTAENEHNS OCHOBHOM W KOHTPOBHBIX rpymnn
Table 1. The structure of nosological forms in patients of the pulmonological department of the main and comparison groups

[lnarxo3 / Diagnosis

Jucnnasua coeMHUTENBHOI TKaHW /
Connective tissue dysplasia

Bes amcnnasum coeamMHUTENbHOI THaHM /
No connective tissue dysplasia

abc. / abs. % abc. / abs. %
BpoHxuanbHas acTMa nerkoro Teyeus /
Bronchial asthma is a mild course of the disease 3 311 73 68,9
EpOqu_aanaﬂ acTMa cpefiHeVi CTeneHm TAKecT! / 90 48,1 97 51.9
Bronchial asthma of moderate severity
5p0HXVIaJ1bHaFI. acTMa, TAXesoe Teyenue / 12 63.2 6 36.8
Severe bronchial asthma
06nMTe_pM_py|0w,v_|F1 bpoHxuonut / 19 731 7 26,9
Bronchiolitis obliterans
0BCTPYKTUBHbINA BpOHXUT /
Syndrome of bronchial obstruction 8 38,1 13 61.9
BpoHxoskTasbl / Bronchiectasis 8 53,3 7 46,7
Bynnei / Bullae 7 58,3 5 41,7

Tabnuua 2. AHaMHeCTM4YeCKMe AaHHbIe NaLMEeHTOB OCHOBHOIA M rpynMbl CPaBHEHMA
Table 2. Anamnestic data of patients of the main and comparison groups

3aperucTpupoBaHo B aHamHese /

[ncnnasva coefuHUTENIbHON TKaHK /
Connective tissue dysplasia

bes aucnnasum coeamHUTENBHOMN TKaHW /
No connective tissue dysplasia

Registered in anamnesis

abe. / abs. % abc. / abs. %
CnoHTaHHbIA NHeBMOTOpaKC / 4 100 0 0
Spontaneous pneumothorax
MHeBMoHMA / Pneumonia 50 54,3 42 45,7
I'IHeBMOHm, TAXENoe TeveHue / 16 76,1 5 239
Pneumonia severe course
OTsrowLeHHas HacneLCcTBEHHOCTb No atonuu / m 42,9 148 57.1

Burdened heredity by atopy

Tabnuua 3. MHcTpyMeHTanbHble MeToAbl 06c1ej0BaHIs NaLMEHTOB OCHOBHOIA M rpyNMbl CPaBHEHMA
Table 3. Instrumental methods of examination of patients of the main and comparison groups

MeTogbl 06cneoBakus B cTaumoHape /

Jvcnnasua coeauHUTENbHON TKaHM /
Connective tissue dysplasia

Bes aucnnasum coeguHUTENbHON TKaHW /
No connective tissue dysplasia

Methods of examination in the hospital

abe. / abs. % abe. / abs. %
KomnbtoTepHas ToMorpadms opraHoB TPYLHOI KneTku / 63 40,5 41 39.5
Computed tomography of the thoracic organs
®ubpobpoHxockonus / Fibrobronchoscopy 38 66,7 19 333
MykouunmapHsii knupeHc / Mucociliary clearance 7 4,0 3 1,5

(aTonus), BAMSIOLLME Ha TEYEHWE NaTONOMMK LblIXaTesbHOV
cucTeMsl (tabn. 2).

JCT npuBOANUT K YBENMYEHMIO PACTAXKMUMOCTU NEro4HOM
MapeHXu1Mbl, MOBbLILIAA PUCK CMOHTAHHOrO NMHEBMOTOPAKCA.
MHeBMOTOpaKC 3aUKCMPOBaH B aHaMHe3e Y 4 nauueHToB
¢ JICT (p = 0,044; ncnonb3yeMslit MeTog;: X2).

MpyU U3yyeHUM aHaMHe3a NaLMEHTOB BbISBNIEHO, YTO
y neten 1-i rpynnbl NpeBasMpyeT OCMOXHEHHOE TeYeHue
nHesMoHun (p = 0,004; ucnonb3syemsin Metog: x%). Y naum-
eHToB ¢ [ICT B 60MIbLUMHCTBE CNy4aeB «CMOKOMHbIN» aHaMHe3
no atonuu. 0cOBEHHOCTU KIIMHNYECKON KapTUHbI: [UTUTENbHOE
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COXpaHEHUe XPUMOB B JIErKMX, Kallesb, 3aTSIKHOM XapaKTep
06CTpyKUMKM npuBoaMIM K Bonee yrnybneHHoMy obcnenoBa-
HWIO CUCTEMbl OPraHOB [bIXaHMs.

Hetv ¢ [OCT nonyyaloT BbLICOKYIO Jy4eBYH Harpysky,
Mo CPaBHEHWIO C AeTbMU KOHTpobHOW rpynnbl (p < 0,001;
ucnonb3yeMblit Metog;: x2). O6paluaet BHUMaHue 6oree MHBa-
3uBHOe 0bcneposaHme naumenTos ¢ [ICT: dmbpobpoHxocko-
nua notpebosanack 38 nauuentaM ¢ [ICT (21,7 %), p < 0,001,
OTHOLeHue wwaHcos: 95 % AN 1,500-4,914). Mykoumnnuap-
HbIV KMpeHc oueHuBamy Yaue y aeten ¢ ACT — 7 (4,0 %),
y nauuenToB 6e3 ACT — 3 (1,5 %) (rabn. 3).
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Tabnuua 4. Tepanus naumMeHTOB OCHOBHOI W FPYNMbl CPAaBHEHUA B OTAENEHUN MYIbMOHONOMM
Table 4. Therapy of patients of the main and comparison groups in the department of pulmonology

Mpenapathbl /

[lucnnasus coeAnHUTENBHOM TKaHM /
Connective tissue dysplasia

Bes aucnnasum coeAMHUTENbHON TKaHW /
No connective tissue dysplasia

Medication
abe. / abs. % abe. / abs. %

AHTUNEIKOTPHEHOBbIE npenaparsl / 45 378 7% 62.2
Antileukotriene drugs
CCTEMHbIE TIIOKOKOPTUKOCTEPOU LI / 31 535 97 46,5
Systemic glucocorticosteroids
Omanusymab / Omalizumab 5 62,5 3 37,5
[Jlynunymab / Dupilumab 0 0 1 100
AnnepreHcneumduyecKas UMMyHosorMYe-
ckas Tepanus (ACUT) / 5 55,6 4 L4

Antigen-specific therapy

[laHHble Tabn. 4 No3BONAT U3y4nTb NOAXOAbI K TEpanuu
nauuenToB ¢ [ICT 1 rpynnbl cpaBHEHMSA.

Tepanuio aHTUIENKOTPUEHOBLIMU NpenapaTamMu NaLmueH-
Tbl 1- rpynnbl nonyyanu pexe (25,1 %), 4eM naumeHTs 6e3
ICT (36,6 %) (p = 0,017; ucnonb3yembiit MeTon: X2). Mpu He-
3 deKTMBHOCTY BPOHXOIUTMYECKON Tepanun y AeTeld C 6-Me-
CAYHOrO BO3pacTa peKoMeHAyeTcs HasHauyeHue bynecoHuaa
yepe3 Hebynansep B KauyeCTBe asbTepHATUBbI CUCTEMHBIM
I'KC. Mocne nepeHeceHHoro obocTpeHus BA pekoMenmyetcs
Ha3HauYeHWe WM NPOJOKEHNE TEpPanuW UHTaNALMOHHBIMM
MKC. Mpwn HeaddeKTMBHOCTM Tepanuu B TeueHue Yaca, no-
Ka3aHo cucTeMHoe ux BBefeHue. Beepenne cucteMHbix TKC
L5 KynvpoBaHUs NpUCTYNa Yalle UCMob30Banoch y naum-
entoB ¢ [ICT (17,7 %), naumeHTam 6e3 [ICT — B 28 cnyyasx
(13,7 %). MpenapaTbl MOHOK/IOHANBHBIX aHTUTEN (OManu3y-
Mab) nonyumnn 5 naumento ¢ [CT (2,9 %) u 3 nauueHTa
6e3 [ICT (1,5 %). Tepanuio aynunymabom naumentsl ¢ [CT
He nosyyanu.

B Hawem HabnwopeHun ACUT npoBogunack 4 naumeH-
Tam 6e3 [ICT (2,0 %) u 5 naumentam ¢ ACT (2,9 %), naHHble
3HayeHns He BblM CTATUCTMYECKM 3HAYNMBIMK, HO UMEIT
BaXKHOE 3HayeHue Ans OnpefesieHns JanbHenLen TaKTUKK
BeAeHusa AaHHoi rpynnbl nauyentos ¢ [CT.

BbiBOAbl

YuuTbiBas CNOKHOCTM AMArHOCTUKM W NEYEHUs MaLyeH-
108 ¢ [ICT, He0bX0aMMO BLISBNATL UX Ha MpUEMe KaK MOX-
Ho paHblue. MMaumenTsl ¢ [ICT TpebytoT TwlaTenbHoro Mo-
HuTopuHra u neveHns BOC, ocobbix Mep no npodwmnakTvke
obocTpeHui (LMTENbHON MPOTMBOCMANUTENBHOM Tepanuu).
Heobxogumo nopobpate nepcoHMduMUMpoBaHHYD NporpamMMy
MPOQUIaKTUKM 060CTPEHMIA 1 OCNIOKHEHMIA AAHHBIM NALMEHTaM.

Cama no cebe npouenypa BbisBnenus [CT He Tpeby-
€T 3KOHOMMYECKUX 3aTpart, yAobHa W BbINOSHMMA Ha Npu-
eMe. OtnmuutensHoii yeptoir aeteir ¢ [CT sBnsetca ota-
FOLLEHHbIN aHaMHe3 3abonieBaHMA Mo BPOHXONIErOYHOM
naTonorum (0CNOXHEHHOe TeYeH e MHEBMOHWM, COHTaHHBIN
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MHEBMOTOPAKC), OTCYTCTBME OCNOXHEHHOW MO aTonuu Ha-
CNeSCTBEHHOCTY.

B rpynne petei ¢ [ICT BbisiBneHo npeobnagaque Tskeno-
ro Te4eHns bA n obnutepupytowero bponxuonuTa. MaumeHTsl
BO MHOMMX CNy4asx TPebylT AOpPOrocToswMX AuarHocTUYe-
CKWX U NieyebHbIX NpoLeayp — KOMMbIOTEPHOW TOMOTpaMMbl
OpraHoB FpyaHON KNeTku, GubpobpoHxockonuu, Tepanuu
YMaHW3WpOBaHHbIMWA MOHOKJIOHAMNbHBIMK aHTUTeNamu. [ing
KynupoBaHus npuctyna bOC oHM HepeaKo HyxakTcA B BBe-
neHun cuctemubix TKC.

NONONHUTENBHAA UHOOPMALIUA

BbnaropapHocTi. ABTOpbI BbipaXatoT NPU3HATENLHOCTL afMM-
Huctpaumm CM6 MbY3 «ArMKLL BMT um. K.A. Payxdycax: rnaBHo-
My Bpady A-py MeA. Hayk B.H0. [leTKoBy, 3aMecTUTeNIt0 rMaBHOro
Bpaya no neauatpum E.0. MUpOHIOK, COTPYAHMKAM NySbMOHONOMU-
yeckoro otzenenus Bo rnase ¢ E.B. CepukoBoid, KaHa. Mefd. HayK
M.M. Tonobopoakko, 3aBefytoLLieli 3HA0CKOMMYECKUM OTAieNEHNEM
0.B. bepneBoii, Bpa4y hyHKUMOHaNbHOW AMArHOCTUKM KaHf,. Mej.
Hayk E.A. OpnoBoii.

Bknap, aBTopoB. Bce aBTOpbl BHEC/M CYLLECTBEHHLIN BKMAA
B pa3paboTKy KOHLenuwuu, NpoBeAeHWe MCCiefoBaHUs M Noj-
FOTOBKY CTaTbW, MPOYNM U 000punn duHanNbHYD Bepcuio nepen
nybnukauuen; ausaiiH pabotel; cbop, aHanu3 W MHTepnpeTaLmio
pe3ysbTaToB; HanMcaHWe TEKCTAa U KPUTUYECKUI NepecMoTp ero
COZIepXKaHus; YTBEPXKAEHME OKOHYATENIbHOT0 BapuaHTa CTatbi Ans
nybAMKaumm; cornacHbl HeCTU OTBETCTBEHHOCTb 3a BCE aCMeKTbl
paboTbl, HafeXaLlee U3yyeHue W peLLeHe BOMPOCOB, CBA3AHHbIX
C [LOCTOBEPHOCTbI0 AaHHbIX WM LieSIOCTHOCTBI BCEX YacTel CTaTbh

KoHdnuKkT uHTepecoB. ABTOpbl AEKNapUpYKT OTCYTCTBUE
SBHbIX W MOTEHLMaNbHbIX KOH(JIMKTOB WHTEPECOB, CBS3aHHbIX
¢ nybnMKaLmeit HacTosLLel CTaTby.

WUcTouHuk dmHaHcupoBaHUs. ABTOpbI 3asiBNISIOT 00 OTCYTCTBUM
BHELUHero GUHaHCUPOBaHUS Npy NPOBEAEHWUN UCCeL0BaHMS.

JTnyecKas akcnepTu3a. ccnenoBaHue 0400pPEHO ITUHECKUM
KOMUTETOM BoeHHO-MeaMUMHCKON akapemun (npotokon Ne 242
ot 22.09.2020).
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HyTpuTUBHBIK cTaTyCc feTei ¢ TaXKenbiMu popMaMu
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AHHOTALLNA

AxTyanbHocTb. benkoBo-3HepreTUyecKas He40CTaTOYHOCTb MOXKET BNINATb Ha Pe3yNbTaThl M UCX0[, XMPYPrYecKoro NieyeHus
y JeTeli ¢ AeTCKuM LiepebpanbHbiM napannyoM. 06beKTUBHAA OLEHKa HYTPUTMBHOTO CTaTyca nepef onepauuen crnocobHa
CHU3WUTb NOTEHLUMANBHBIA PUCK OCTIOXHEHWUI MYTEM MaHUPOBAHNSA M KOPPEKLMW PaLMOHa NMUTaHUS B NPOLIECCE JIEYeHNS.
Llenb — oLeHUTb B3aUMOCBA3b HYTPUTMBHOTO CTaTyca C PaLMOHOM NUTaHUA Y AeTel C TAXeNnbiMKU hopMamm LepedpansHoro
napanuya, NPOXOAMBLLMX ONepaTMBHOE OpTONeaMyecKoe NieYeHre Nno NoBody CrnacTUYeCKUX BbIBUXOB bepep.

Matepuansl u MeToabl. B 0bcepBaumoHHOe nonepeyHoe KIMHUYECKoe McciefoBaHue BKIOUEHO 75 AeTel € TaxenbiMu dop-
MaMM JeTcKoro LepebpanbHoro napanuya. lMaumeHTsl bbinu pasgenetsl Ha 2 rpynnbl — GMFCS IV u GMFCS V (06was cu-
cTeMa KnaccudmKkaumm obLuei ABuratenbHon GyHKummn nimn Gross Motor Function Classification System). OuexuBanu: HyTpu-
TUBHbIN CTaTyC Nepes onepauuen, 3HEPreTUYECKYH U NULLEBYI0 LEHHOCTb PaLMOHa B paHHEM NocieonepaLyoHHOM Neprose,
KOIMYECTBO OC/IOKHEHWA U AAMTENBHOCTb FOCNUTaNU3aLmm.

Pesynbtatbl. Y 51 % (38/75) peteit umenmchb npobneMbl ¢ be3onacHoCTbI0 U 3QhEKTUBHOCTLIO NpueMa nuwu, y 24 % (18/75)
BbSIBNIEH AepuuuMT Macchl Tena, Y 33 % (25/75) — peduumT MbILLEYHOM Macchl, Y BCeX NaLMeHToB bbli HeJ0CTATOK TeNnecHo-
ro xwupa. [vLieBoii cocTaB pauyoHa B paHHeM NocieonepaLMoHHOM nepuoge bbin ke Bo3pacTHOM HopMbl B 1,5-2,2 pasa,
nokpeian 62 % HeobxoauMoi cyTouHol noTpebHocTy B KanopuiHocTv 1 50 % — B xuaKocTy. MNoTeHuManbHbIM pUcK nocne-
OMepaLMoHHBIX 0cnoxHeHui (95 % foBepuTenbHbIn HTepBan) cocTasun: 0 — 3,9 % B obLwueli Boibopke, 0 — 6,8 % B rpynne
GMFCS IV, 0 — 8,6 % B rpynne GMFCS V.

BeiBogpl. 1. [lpeonepaumoHHbIA HYTPUTMBHBIA CTAaTyC BKIIOYEHHBIX B UCCEAOBaHWE MaLMEHTOB C TsxenbiMu hopMamm
[N He cooTBeTcTBOBaN nNapametpaM feTeil 6e3 HeBponorMyeckux 3aboseBaHWin 1 3aBUCEN OT CTEMEHU BbIPAXKEHHOCTM
JBuratesibHbIx pacctpoicte no GMFCS. 2. HecbanaHcupoBaHHOe MuUTaHWe B YCI0BMAX CTaLMOHapa cnocobcTBoBano nocne-
0onepaLmnoHHOMY LednuMTy HYTPUEHTOB, 3HEPTUW, XMAKOCTU U TpeboBano Koppekumu. 3. MoTeHUManbHbIA PUCK OCTIOXHEHWI
B MOC/IE0NepaLMoOHHOM Mepuofe Yy 00CnefoBaHHbIX AeTel C TxenbiMM GopMaMu [eTCKoro LepebpanbHoro napanuya
U HU3KWUM TpodonoryeckuM ctatycom coctasun ot 0 go 3,9 %.

KnioueBble cnoBa: feTcKuii LepebpanbHbii Napanuy; Tsxxenble opMbl JLUM; cnacTuyeckuii BbiBUX beapa; onepatMBHOe
NeYeHne; HyTPUTUBHBIA CTaTYC.

Kak uutupoBarb:
Espewtos B.B., }uposa T.A. HyTpuTVBHbI CcTaTyc fieTei ¢ TxeNbiMM hopMamu LiepebpanbHoro napanuya, NpoXoamBLLMX OnepaTBHOE OpTOMeanyYecKoe
JleYeHwe Mo NOBOAY cnacTuyeckux BuiBuxos bepep // Mepmatp. 2023. 7. 14.N® 4. C. 23-31. DOI: https://doi.org/10.17816/PED14423-31
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Nutritional status of children with severe forms
of cerebral palsy undergoing surgical orthopedic

treatment for spastic hip dislocation
Vadim V. Evreinov !, Tatiana A. Zhirova ?
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ABSTRACT

BACKGROUND: Protein-energy deficiency can affect the results and outcome of surgical treatment in children with ce-
rebral palsy. An objective assessment of nutritional status before surgery can reduce the potential risk of complications
by planning and adjusting the diet during treatment.

AIM: The aim of this study is to assess the relationship of nutritional status with diet in children with severe forms of
cerebral palsy who underwent surgical orthopedic treatment for spastic hip dislocations.

MATERIALS AND METHODS: An observational, cross-sectional clinical study included 75 children with severe forms of
cerebral palsy. Patients were divided into 2 groups — GMFCS IV and GMFCS V (Gross Motor Function Classification System).
The nutritional status before surgery, the energy and nutritional value of the diet in the early postoperative period, the
number of complications and the duration of hospitalization were assessed.

RESULTS: 51% (38/75) of children had problems with the safety and effectiveness of food intake, 24% (18/75) deficiency
of body weight was detected, 33% (25/75) had a deficiency of muscle mass, all patients had a lack of body fat. The nutri-
tional composition of the diet in the early postoperative period was 1.5-2.2 times lower than the age norm, covering 62%
of the required daily calorie requirement and 50% in liquid. The potential risk of postoperative complications (95% Cl)
was: 0 — 3.9% in the total sample, 0 — 6.8% in the GMFCS IV group, and 0 — 8.6% in the GMFCS V group.
CONCLUSIONS: 1. The preoperative nutritional status of patients with severe forms of cerebral palsy included in the
study did not correspond to the parameters of children without neurological diseases and depended on the severity
of motor disorders according to GMFCS. 2. Unbalanced nutrition in hospital conditions contributed to postoperative
deficiency of nutrients, energy, fluid and required correction. 3. The potential risk of complications in the postoperative
period in the examined children with severe forms of cerebral palsy and low trophological status ranged from 0 to 3.9 %.

Keywords: severe forms of cerebral palsy; spastic hip dislocation; surgical treatment; nutritional status.
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OPATVHASTBHBIE CTATBM

AKTYAJIbHOCTb

OcobeHHOCTbI0 MaLMEHTOB C TAaXenbIMU GopMaMn JeT-
cKoro LepebpanbHoro napanuya ([LIM) sensetca Hanuuve
BenKoBO-3HepreTMYecKoi HeJoCTaTouHOCTH, 0BYCnoBMeH-
HOM HM3KUM MOCTYMAEHNEM HYTPUEHTOB, AePULNTOM IHep-
TMM W paccTpoicTBOM MeTabonnaMa, Ha doHe natonorum
rOJIOBHOMO MO3ra, Aucdaruu, MMetLLMXCA HapyLLEHWUA 3HL0-
KpuHHoro obmena [1-3, 8, 17, 19]. HepocTaTouHoe nuTaHue
He MO3BONSET B MOJIHOM Mepe peanu3oBaTb NNacTUYecKue
(YHKUMM opraHu3ma, 0becrneynTb afieKBaTHbIN PoCT, pa3Bu-
THe U Habop MblLLeyHon Macckl [5-7, 18]. 310 MoxeT oTpuua-
TeNIbHO MOB/IMATL Ha pe3yNbTaTbl XMPYPruYeCKOro OpToneau-
YeCKOro NeYeHUst CNacTMYecKUX BbiBKXOB befep y naLneHToB
¢ Aun [91.

OpodapuHreanbHas AMCHYHKLMA B COYETaHWM C NaTono-
rven nuwesopaa Bctpevaetcs y 58-86 % peten ¢ JLIM, Kop-
penupyeT ¢ ABuraTenbHbIMU BO3MOXHOCTAMM N0 Knaccudu-
Kaumm Gross Motor Function Classification System (GMFCS),
CYMTAETCA OCHOBHOM MPUYMHOM YacTbIX acmupaumii Abixa-
TENbHBIX NYTeN U PeLMauBMPYIOLLMX NMHEBMOHMUI, YTO MOBbI-
LUIAeT PUCK MHPEKLIMOHHBIX OCNOXHEHMIA B NOC/E0NepPaLMoH-
HoM nepuoge [4, 10-13]. Hannume 3HAOKpUHONATUIA MOXKET
npeponpenenstb TpodUYeCKMe HapyLeHUs, YXyALlaloLme
pereHepaLyio TKaHel Nocfie MHOTOYPOBHEBbLIX OpTONeauye-
CKux BMeLuartenscts [8, 18, 19].

Mo pavHbiM EBponeiickoro obliectBa racTpo3HTepo-
noros, renatonoros M Hytpuumonoros (ESPGHAN) no-
TpebHocTb naumentoB ¢ LM B HyTpueHTax cooTBeTCTBYET
HOpMe L1 TUMUYHO Pa3BMBAILLMXCA AeTei U NMOAPOCTKOB
C MOMPaBKOW Ha BO3MOXHOe OTCTaBaHue 6buonoruyecko-
ro Bo3pacra [14], a Ha oHe XMPYpPrU4ecKoro neveHust uu
peabunutauuu TpebyeTca yBenuyeHue KBOTbl beflka B nuLLe
00 2-2,4 t/(kr - peHb) [3].

TakuM 0bpasoM, fetu ¢ TaxensiMu popmamu JLUIM npen-
CTaBIAIOT KaTeropuio MoBbILLEHHOrO pUCKa M TpebytoT oco-
boro noaxoza npu NpOBEAEHUM XMPYPrUYECKOTO JIEYEHUS.
OueHKa HyTPUTUBHOrO CTaTyca [oMKHA NpoBoANTLCA 3abna-
rOBPEMEHHO, a pacyeT NuLLeBoi NoTpebHOCTV nepcoHanusu-
POBaH C y4eTOM POCTO-BECOBbIX XapaKTePUCTUK, GOpMbI Lie-
pebpanbHoro napanuya, ypoBHS ABUraTesbHbIX PacCTPOICTB,
KoMopbuaHoro doHa [16, 17, 20].

Lene uccnedosaHus — OLEHUTb B3aUMOCBA3b HYTpU-
TUBHOrO CTaTyca C PaUMOHOM MUTaHUA Y LTl C TAKENbIMU
topmamm LiepebpanbHOro napanuya, NPOXoAMBLLMX Onepa-
TMBHOE OPTOMeAMYECKOE JIeYEHWE MO MOBOAY CMaCTUYECKUX
BbIBUXOB bepep.

MATEPUAJIbI U METO/bI

HyneBas runoTe3a ocHoBaHa Ha NpeAnoNIoKEHUSIX, YTO:

* WUCXOLHbIA HYTPUTMBHBIA CTaTyC [eTeil C TAKENbl-
mu dopmamm [LIM cooTBeTCTBYET HOPME W He pas-
nnyaeTcs Mexnay naumentamu ¢ IV u V ypoBHeM
no GMFCS;
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* KanopumHOCTb M COCTaB CbeJEHHON NULLM Y MaLueH-
T0B C TAxenbiMu popmamu [LUIM Ha doHe onepaumm
1 00bIYHOrO MUTAHWUA B YCNOBUSAX CTaLMOHapa He OT-
JINYAETCS OT PEKOMEHJO0BAHHBIX U NEPCOHANbHO pac-
CUUTaHHBIX HOPM NOTpebIEeHNS HYTPUEHTOB;

 HYTPWUTMBHBIA CTaTyC AeTeil C TsxeNnbiMu GopMamu
JUIM He accounvpoBaH C pUCKOM pa3BUTUSA OCNOX-
HeHWi B NOC/IeonepaLMoHHOM Nepuoje W ANUTENbHO-
CTblo NpebbiBaHUA B CTaLMOHape.

KnuHuueckoe obcepBaLuoHHOE MOMEpPeYHoe ucche-
[0BaHWe BKJIOYano 75 MauMeHToB C TAXEeNbIMU GopMamu
LiepebpanbHOro napanunya, CnacTMYecKMMU BbiBUXaMM (Mof-
BbIBMXaMu) 6esiep, No NOBOAY KOTOPLIX NPOBOAMINCE PEKOH-
CTPYKTUBHbIE WM MajIMaTUBHbIE BMELLIATENbCTBA Ha Ta3obe-
LPEHHbIX CyCTaBax.

Pabota BbinonHeHa B ®IBY «HMUL, TO uM. akag.
I"A. Unu3apoBa» MuHucTepcTBa 3apaBooxpaHeHns Poccum-
ckon Mepepaumn B nepuog ¢ Hosdbpsa 2021 r. no ceHTAOPDL
2022 .

(®opMupoBaHue BbIBOPKM NPOBOAMNOCL B COOTBETCTBUM
CO CrefyoLLMMU KPUTEPUAMM BKITIOHEHUS:

+ BO3pacT oT 5 Ao 18 ne;

o Tsxenole @opmbl AUM (IV-V  dyHKUMOHaNbHbIN

ypoBeHb no GMFCS);

* HanuuMe OJHO- WIM [ABYXCTOPOHHEr0 CMacTUYECKOro

BblBUXa (NoaBbiBMXa) beapa;
* MNaHOBOE PEKOHCTPYKTUBHOE UM ManUaTUBHOE BMe-
LIaTesbCTBO Ha Ta30bepeHHOM cycTaBe.

Kputepuin ucknioueHUs: 0JHOMOMEHTHOE [1BYCTOPOHHee
BMeLUaTeNbCTBO Ha Ta3obeapeHHbIX cycTaBax 3a OAHy one-
PaLMOHHYI0 Ceccuio.

XapaKkTepucTuKa Bbl6OpKU

B uccneposanune BrIloYeHo 75 petei, 46 ManbyMKOB
n 29 pesoyek. CpepHuin Bospact coctasun 9 [6; 11] ner.
Mo TAKECTM ABUraTeNibHbIX HapyLUeHUW nauueHTbl Obiam
pa3fenieHbl Ha ABe rpynrbl B COOTBETCTBUM C KnaccuduKa-
uven GMFCS. K IV dyHKumoHanbHoMy ypoBHio (GMFCS V)
bbino oTHeceHo 56 % (42/75) peten, K V ypoBHI0
(GMFCS V) — 44 % (33/75) [13]. Mo Bo3pacty u nony Aetn
CTaTUCTUYECKM 3HAYUMO He OT/IMYaNUCb MEeXAy rpynnamu
(tabn. 1).

Tabnuua 1. [leMorpaduyeckas XapaKTepucTMKa rpynn B 3aBUCK-
MOCTY OT ABMraTesibHbIX paccTpoiAcTB no Lwkane GMFCS

Table 1. Demographic characteristics of groups depending on
movement disorders according to the GMFCS scale

|GMFCS IV| GMFCS V | p

Kputepwii / Criteria

Bospact / Age, Me [@;; Q,] 816;10] 91[6; 111 0,77
MycKoii / male 26 20

Mon / Gender 0,91
eHckui / female 16 13

lMpumeyarue. KonuyecTBo nawueHToB, n.
Note. Number of patients, n
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C uenbio CoKpaLLleHWs CPOKOB rocnuTanu3aLmMm naumeH-
Tbl ObIIM NPOONEPUPOBaHbI Ha CNeAyLMIA AeHb Nocne no-
CTynneHus B cTaumoHap. Bce obcnenoBakus Gbinn caenaHbl
OAHOMOMEHTHO, MOBTOPHbIX M3MEPEHWUA U WX CPaBHEHWe
He MPOBOLMIM U3-3a HajMuMA Mocfie onepauun 6onesoro
CMHAPOMA M QUKCALMW HUKHUX KOHEYHOCTEN MMMCOBOM MO-
BA3KOM.

Mepuoapl HabMoaeHMS:

+ MpefornepaLMoHHbIl — C MOMEHTa MOCTYNieHus
[0 [Hs onepaumu;
« bnMKaWWMN nocneonepauMoHHbIi — C MOMEHTa

OKOHYaHMA onepauuK o Havana CreayloLLmMX CYToK;

* paHHWUW nocneonepaLmMoHHbIii — C NepBbIX M0 TPETbY
CYTKM nocrie onepaumu;

* MO3AHWN NOCNeonepaLmMoHHbIi — C YeTBEpPTbIX CYTOK
nocne onepaLymmn U A0 AHS BbINUCKW U3 CTaLMOHapa.

MeToabl 06cnepoBaHus

[lns OLEHKW UCXOLHOMO HYTPUTUBHOTO CTaTyca U cocTaBa
Tena B NpeLonepaLyoHHOM Nepuose:

1. Onpegensnu cnocobHoCTb AeTel NpUHWUMATb MULLY
1 XMAKOCTb No Knaccudmkaumm EDACS (Eating and Drinking
Ability Classification System) [15].

2. 3Mepsinu aHTponoMeTpUYeCKUe NoKasaTenin — pocT
(cM) 1 Maccy Tena (Kr), paccumTbiBanM MHAEKC Macchl Tena
Ketne (UMT, kr/mM?). Mcronb30Banm 3neKTPOHHbIE MeULINH-
CKMe BECbl M pOCTOMEp (CAHTUMETPOBYIO JIEHTY AJ1S1 NEXAUUX
NaumMeHToB). Y feTell C KOHTPaKTYpaMU KOMEHHBIX W Ta3obe-
JPEHHbIX CYCTaBOB, KM(OCKOIMOTUYECKUMM AedhopMaLmsMu
POCT BbIYUCNANM METOAOM CErMEHTapHOro 3aMepa KOoHeu-
HOCTW, @ Maccy Tena MmyTeM ABOWHOrO B3BeLLMBaHUA (Macca
OMeKyHa ¢ pebeHKOM 3a MMHYCOM MacChl OMeKyHa) Unu uc-
Mosb30BaNu BEChI AN MHBANUAHBIX KOAACOK [2, 14].

3. Onpepensnu ¢u3anyeckoe pasBuTME MO LIEHTUIbHBIM
Tabnmuam ans naumenToB ¢ AL, yumTbiBatoLwmMx non gete,
ypoBeHb no GMFCS, tun nutanus. [Joam BbMUCIAAM NO cur-
ManbHbIM OTKIIOHEHUAM Z-SCOre, MOoAyYeHHbIM 13 npeobpa-
30BaHMA LEHTUNBHBIX 3Ha4eHun [2, 14, 17].

4. Beluncnanu cpefHee 3HaueHWe TONMLMHBI KOXHO-XU-
POBbLIX CKNALOK (cM) Hag Tpuuencom (TKCT) u nog nonatkon
(TKCJT), n3mepeHHoiA ¢ OBYX CTOPOH C MOMOLLbI Kanune-
pa. MaMepsnu oKpyKHOCTb (CM) Ha YpOBHE CPefHen TpeTu
nneya (OM). PaccunTbiBanu npoLEHTHOE COAEpIKaHUe Kupa
no ypasHeHuto Cnotepa. 06bEM MbILLIEYHON MacChl OLLEHU-
BasM Yepes pacyeT OKPYKHOCTU MbiwL, nneva (OMI) us no-
kasatenen O n TKCT [2,14].

[ins oueHKM (aKTUYeCKOro MUTaHWSA [eTelt B paHHeEM
nocneonepaLyoHHOM NepUoAe aHanM3vpoBanu TPeXAHeB-
Hble AHEBHUKN KOPMJIEHUS, COCTaB/IEHHbIE POLUTENSAMM UMK
OneKyHaMmu. Bbluncnanu cpepHue 3HaueHUst KanopuMHOCTH
MWLM, NPOLIEHTHOE COAEepKaHue DeNnKoB, XK1POB, YreBo0B,
00beM BbINUTON XMAKOCTM U CONOCTABASAIIN UX C PEKOMEHLL0-
BaHHbIMM HOpPMaMK, NEPCOHasbHOI CYTOYHOM NOTPebHOCTHIO,
noacumtaHHomn no Metony Kpuka, Ho 6e3 yyeTa akTopa po-
cTa [2].
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[lna oueHKN CBA3M HYTPUTUBHOMO CTaTyca M pe3ynbTaToB
neyeHus B nepuop, npebbiBaHus B CTaLMoHape QUKCUpOBany
OC/IOXHEHMS, HEXenaTeNbHble MOCNeACTBUS B TEYEHME BCErO
MoceonepaLmMoHHOro Nepuosa, AJMUTENbHOCTL MpebbiBaHms
B OTZeNeHUM peaHuMaLm (PAO), fnmTeNbHOCTb rocnuTanm1saLmu.

Kputepum oLeHKm:

* CTPYKTYpa UCXOJHOT0 HYTPUTUBHOIO CTaTyCa;

* 3HepreTMyeckas 1 NULLEeBas LeHHOCTb paLMoHa B paH-
HEM MOCNeonepaUnoHHOM Nepuofie OTHOCUTENBHO
PEKOMEH[I0BaHHbIX HOPM U MepCOHaNbHOM CYTOYHOI
notpebHocTy;

* 4acToTa OCMOXHEHWA;

 AnuTenbHOCTL npebbiBaHus B PAQ u anutenbHOCTb
rocnuTanusaumm.

MeToabl cTaTUCTUYECKOM 06paboTKM JaHHbIX

Cratuctmyeckylo o6bpaboTKy ocywiecTBasaM ¢ no-
MOLLbI0 JIMLIEH3MOHHOW Bepcun nporpammbl Stat Plus 7
(2021 AnalystSoft Inc.).

[apaMeTpbl pacnpefeneHmns HenpepbiBHbIX KOJIMYECTBEH-
HbIX MPW3HaKOB onpefensnu ¢ nomollblo Kputepues Kon-
MoropoBa — CMupHoBa / Jlunnudopca. B cnyyae rayccosoro
pacnpefenieHus AaHHble OMMCbIBAAM C MOMOLLbK CPeLHEro
3HaYeHWA W CTaHAAPTHOrO OTKIOHeHWs — Mean (SD), B npo-
TUBHOM C/ly4ae NpeSCTaBAsIN MefiuaHy U MEXKBapPTUIIbHbI
nHtepsan — Me [Q;; Q.

[ns cpaBHeHMs rpynn NpPUMEHSNM HeMapaMeTpUYecKuii
U-kputepuit MaHHa — YWUTHU, Npu cpaBHEHUM Joneit — Kpu-
Tepuii 2. BepoATHOCTb a-OLMBKM, NP KOTOPOIA OTBEpranack
HynieBas runotesa, bbina npuHsTa pasHoii 0,05.

YacToTy cobbiTuin (ocnoxHeHui) onpenensmv ¢ 95 % po-
BepuTeNbHbIM MHTepBanoM (95 % [W). B cnyvyasx penkux
UMW HYNeBbIX COBbLITUIA NOTEHLMANBHBIA PUCK OCIOKHEHUI
paccyuTbIBanM ¢ BepoATHOCTbO 95 % no napaMetpam buHo-
MuanbHoro pacnipegenenus (95 % JIN).

WccneposaHue 08,06peHo 3TUHECKUM KOMUTETOM yupex-
neHus, npotokon N2 2 (70) ot 21 oktabps 2021 r., u npoBo-
OWI0Cb B COOTBETCTBMM C 3TUYECKUMM CTaHAApTaMy, U3no-
JKEHHbIMM B Xe/bCUHKCKOW AeKnapaLmu.

PE3Y/IbTATbI U OBCYXOEHUE

CnocobHocTb addeKTMBHO M He3onacHo NpUHUMATh NULLY
W JWOKOCTb NOKa3asa paBHOMepHOe pacrnpefernieHue no 3To-
My napametpy B obuien Boibopke. K | u Il yposHio no knac-
cudukaumm EDACS otHeceHo 49 % (37/75) pmeteid, KoTopble
nutanuck besonacHo, Il u IV ypoBHio cooteTcTBOBan 51 %
(38/75) — nMenu BbipaxeHHble paccTponcTBa nuTaHus [15].

Bo3MOKHOCTb NMPUHMMaTL MULLY CTAaTUCTUYECKW 3HAuM-
MO He pa3nuyanacb Mexnay nauueHtamm ¢ IV u V ypoBHeM
no GMFCS. OaHako NOrMyHo MpepnosioMuTb, YTO YeM TH-
XeNee [BUraTesibHble PaccTpoiCTBa, TeM COXHee [eTAM
NUTaThCs W ycBauMBaTh HyTpueHTbl. [loatoMy LenecoobpasHo
06beAMHUTL NAUMEHTOB C MUHUMANbHBIMU MPOSBIEHUAMH
ancdarmm (1 n 1l ypoBeHb EDACS) u cpaBHUTBL C TeMU, KTO
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Ta6bnuua 2. XapaKTepucTuKa AeTeld B rpynnax no cucteMe KinaccubuKaLmm cnocobHocTv NpUHATUS nuwum u xuakoctv (EDACS)
Table 2. Characteristics of children in groups according to the classification system for the ability to accept food and liquids (EDACS)

Kpurepuit / YposeHb no EDACS / Level by EDACS Beero /
Criterion | I m | v v Total P
GMFCS IV 13 14 14 1 0 42 10
GMFCS V 0 10 13 10 0 33 '

[Mpumeyarue. KonnuecTBo NaLMEHTOB, /.
Note. Number of patients, n

Tabnumua 3. XapakTepucTiKa eTeli no cucTeMe KiaccuduKaLmm crnocobHoCTY NpUHATUS NULLM 1 xuakocTh (EDACS), 06beauHeHHbIe rpynnbl
Table 3. Characteristics of children according to the Eating and Drinking Ability Classification System (EDACS), combined groups

Kpurepuii / YposeHb no EDACS / Level by EDACS Beero /
Criterion [+l | M+1IV Total P

GMFCS IV 27 15 42
GMFCS V 10 23 33 0,004
pumeyarue. Konnyectso naumeHTos, n.
Note. Number of patients, n
Tabnumua 4. AHTpONoMeTpUYeCKas XapaKTepucTiKa rpynn
Table 4. Anthropometric characteristics of groups

Kputepuin / Criterion Macca tena / Body weight | Poct / Height | NMT / BMI
06wwas Bbibopka / Sample population 21,4 17, 28] 123 (15) 15,1 (3)
GMFCS IV 22 [18; 29 118 [112; 133] 16,3 (3,1)
GMFCS V 18 [15; 25] 120 [110; 130] 13,6 (2,2)
p 0,02 0,8 0,0002

[pumeyaHue. MegnaHa n MexkBapTUIbHBIA MHTepBan — Me [Q;; Q,]; cpenHee 3HayeHWe W cTaHAapTHOe oTKNOHeHe — Mean (SD);

NMT — mHpeKc Macchl Tena.

Note. Median and interquartile range — Me [Q;; Q;]; mean and standard deviation — Mean (SD); BMI — body mass index.

Ta6nuua 5. CTpyKTypa h13M4ecKoro passuTUs AeTei C TAKENbIMUA hopMaMi AeTCKOro LiepebpabHoro napanmya

Table 5. Physical development of children with severe cerebral palsy

Llentnnb / Centile

| Poct/Bo3pact / Height/age | Macca Tena/Bo3pact / Body weight / age | WMT/Bo3pact / BMI/age

Boiwwe 97 / Above 97 4 (5)
Z-score 2,4 (0)
51-96 59 (79)
Z-score 0,8 (0,4)
16-50 12 (16)
Z-score -0,3(0,2)
3-15 0
Z-score -
Hwxe 3 / Below 3 0
Z-score -

6 (8) 0
2,3(0,2) -

33 (44) 20 (27)
0,8(0,5) 0,6 (0,3)
35(47) 37 (49)
-0,3(0,2) -0,4(0,3)
1(1) 11(15)
-1,28 (0) -1,3(0,2)

0 7(9)
- -2,2(0,2)

[Npumeyarue. KonuyecTso naumeHToB, n (Bons %); cpefiHee 3Ha4eHWe 1 cTaHAapTHoe oTKIoHeHe — Mean (SD); UMT — uHpekc Macchl Tena.
Note. Number of patients, n (share %); mean and standard deviation — Mean (SD); BMI — body mass index.

umen BoipaxkeHHble HapyweHus (Ill n IV yposeHb EDACS).
PesynbTaTthl 0TpayKeHbl B Tabn. 2 n 3.

TakuM obpasoM, et c bonee TSKENbIMUA ABUTaTeNbHbI-
M paccTpoictBamm (GMFCS V) xyxe ycBauBanu HYTPUEHTbI,
4YTO OTpPa3Mnoch Ha Macce Tena. McxoaHbii Bec B 3Tol rpyn-
ne, paBHO Kak W VIMT, Bbinn cTaTMCTUYECKM 3HAUMMO HUXKE
no cpaBHeHuto ¢ rpynnoi GMFCS IV (tabn. 4).

ConocraBneHne aHTPOMOMETPUYECKUX AaHHbIX K BO3-
pacTy no LeHTUNbHBIM TabnuuaM CBUAETENbCTBOBANO, YTO

00I: https://doi.org/10.17816/PED14423-31

nauueHTbl ¢ TaxenbiMu Gopmamu LM otctaot B dunsu-
yecKoM paseuTuu. Mokasatenb MIMT/Bo3pacT BbisBUN fe-
¢uvumnt Maccel Tena y 24 % (18/75) peteit, u3 Hux y 39 %
(7/18) cpepHeit ctenenm u y 61% (11/18) — nerkon.
Mo 3HayeHMI0 Macca Tena / BO3pacT TOMbKO Y OJHOTO pe-
beHka — 1% (1/75) — 3aperucTpupoBaHO He[OCTaToOY-
Hoe nuTaHue, B TO BpeMs KaKk Yy 8 % (6/75) — m36bIToY-
HOe, 4TO MOXKeT ObiTb CBS3aHO C M3MULLKOM YrNeBOJ0B
B pauuoHe (1abn. 5). lpu cpaBHeHUM Mexay rpynnamu
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Ta6nuua 6. CocTas Tenay fieTeit ¢ TAXeNbIMUA hopMaMu AeTCKoro LepebpanbHoro napanuya

Table 6. Body composition in children with severe cerebral palsy

Kputepwii / Criterion | GMFCS IV GMFCS V p
TonLmHa KOXHO-XMPOBbLIX CKNafoK nog nonatkoii (TKCIT), cM / TSFT, cm 0,410,4; 11  0,41[0,4; 06] 0,04
TofLUMHa KOXHO-}KMPOBbIX CKAAoK Hap, TpuuencoM (TKCT), ecm / TSFS, cm 05104 1,21 0,41[02;06] 0,02
OKpyHoCTb Ha ypoBHe cpeaHei Tpetn nneya (OM), cM / Shoulder circumference (SC), cm 20 [17; 23] 17 [16; 19] 0,002
MbiLLeyHas Macca — OKPYXHOCTU MbILLL, nieya (OMI), cMm /
Muscle mass — shouldeprymuscle circur:ference((SMX)), cm 26 [17; 32] 23[16; 28] 0.12
[lons TenecHoro xwpa, % / Proportion of body fat, % 10 [7; 26] 8 [5; 13] 0,03

[pumeyaHue. MeanaHa 1 MeXKBapTUbHBIA MHTepBan — Me [Q;; Q.

Note. Median and interquartile range — Me [Q;; Q,].

Ta6nuua 7. MuileBas LeHHOCTb paLmoHa feTeli ¢ eTCKUM LiepebpasibHbiM NapanuyoM B paHHeM noc/ieonepaloHHOM nepuoae
Table 7. Nutritional value of the diet of children with cerebral palsy in the early postoperative period

Kputepwii / Criterion |

GMFCS IV GMFCS V

basoBas notpebHocTs Mo Wodunay, kkan/cyt /
Basic need according to Schofield, kcal/day

CyTouHas notpebHocTb no Kpuky, Kkan/(kr - cyT)
Daily requirement by Crick, kcal/(kg - day)
CyToyHas KanopuitHoCTb paumoHa, KKai/(Kr - cyTKu)
Daily calorie intake, kcal/(kg - day)

[lons cytouHoi notpebHocTH, %
Quota of daily requirement, %

Benku, r/ Protein, g

[poueHT oT AHEBHOI HOpMBI, %
Percentage of daily value, %

Hupel, 1/ Fat, g

IpoueHT 0T AHEBHOI HOpPMbI, %
Percentage of daily value, %

Yrnesogpl, r / Carbohydrates, g
lpoueHT oT AHEeBHOI HOpMbI, %
Percentage of daily value, %

06beM xupakocTu, Mn/cyt

Volume of liquid drunk, ml/day
lpoueHT 0T AHEBHOI HOpMbI, %
Percentage of daily value, %

997 [872; 1150]

944 [857; 1061]

68 (17)* 84 (18)*
47 [36; 64] 54 [46; 57]
71 [59; 791 59 [42; 77

41(17) 41 (14)

67 (27) 67 (22)
39 [34; 44] 35 [29; 47
58 [50; 66] 54 [40; 59]

160 [99; 1991 114 [101; 137]
57 [35; 69] 40 [30; 46]
576 (296) 473 (229)

59 (28) 50 (23)

[lpumeyarue. MeanaHa 1 MeXKBapTUNbHBIN MHTepBan — Me [Q;; G;], cpeaHee 3HayeHne n cTaHAApTHOe oTKIIOHeHNe — Mean (SD).

*CTaTUCTMYECKM 3HauMMble pasnudus Mexay rpynnamu (p < 0,05).

Note. Median and interquartile range — Me [@;; @,], mean and standard deviation — Mean (SD). * Statistically significant differences

between groups (p < 0.05);

GMFCS IV n GMFCS V cTatucTMyecky 3HauMMbIX pasnnunii
He HalpaeHo.

Haunyuiee npefcraBneHne 0 HyTPUTMBHOM CTaTyce no-
Jly4eHO NpU U3y4eHUM cocTaBa Tena. MblweyHas Macca (OMI)
y 33 % (25/75) peten okasanacb Huxe 10-ro LeHTUNS, fons
TENIECHOT0 JKMpa TaK e bbina HM3Kon — MeHee 10 % ans
ManbunkoB 1 15 % ansa pesouek [16] u cocTaBuna B obLuent
Bblbopke 7,8 % [7,7; 15]. Mpn 3TOM nokasatenn Kanunepo-
METPUM W COLLEpXKaHMe TENECHOro Xupa bbin HUXe y feTei
¢ V yposHeM no GMFCS [16] (tabn. 6).

AHanus nuweBOl LIEHHOCTM pauuoHa Yy fdeTen c TA-
xenbiMn dopmamu [ILM B paHHeM nocneonepauyoHHOM
nepuofe Mokasan HeAOCTaTOYHOE MOCTYMNIEHNE MaKpPOHY-
TpuenToB. CofepaHue 6enKoB, UpOB, yrneBogoB 6Obino

00I: https://doi.org/10.17816/PED14423-31

B 1,5-1,8-2,2 pa3a Huxe BO3pacTHOW HOPMbI COOTBETCTBEH-
HO, a CPeiHsIS KanopuIHOCTL cocTaBuna 62 % [54; 76] cyTou-
Hoi notpebHocTw. Mpu atoM B rpynne GMFCS V noTpebHocTb
B 3Heprum no Kpuky Bbina CTaTUCTUYECKU 3HAYMMO BbILLE,
yeM B rpynne GMFCS IV, 4yto noruyHo, NpuHMMasi BO BHU-
MaHue pasnnums B UCXOLHOM HYTpUTMBHOM cTatyce. Y 8 %
(6/75) neTel 3aperncTpMPOBaHO NpPEBbILLIEHNE KaNOPUAHOCTY
pauuoHa B 1,4 pa3a, 4To CBA3aHO € M3ObITOYHLIM MOCTYMNe-
HWEM YrNeBOAOB M XUPOB Hapady ¢ 6eNKOBbIM AepuuUUTOM,
Mo3TOMy Ha3BaTb TaKOe MuTaHWe cOanaHCMpOBaHHLIM Hefb-
39. [IUTbEBON PEXMM TaKKe He COOTBETCTBOBAJ YCTaHOB/NEH-
HOM KBOTE U onpegensancs Ha yposHe 50 % [37; 78] ponxHoro
obbemMa. Mexrpynnosble pasnuuns NpoAEMOHCTPUPOBAHBI
B Tabn. 7.
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AHanus BnusHWA HYTPUTMBHOTO CTaTyca Ha BO3MOXHbIE
pe3ynbTaThl U UCXOZ, NIEYEHUS B CTaLMOHApE He BbISBUN Ka-
KWX-NIM60 NpAMbIX B3aMMOCBA3EN.

B nocneonepaunoHHOM nepuofie 0CNOXHEHWIA 3aperu-
CTPMUPOBaHO He BbINo, a CpefHaAs AMTENbHOCTb NpebbiBa-
HMS CTaTUCTMYECKW 3HAYMMO He pasfinyanacb U cocTaBuna:
BPAO —20(2)n 19 (2)u (p = 0,69), B cTaumoHape — 17 (4)
1 18 (5) cyt (p = 0,17) Mexxay rpynnamm GMFCS IV u GMFCS V
COOTBETCTBEHHO. [ToTEHLMaNbHbINA PUCK OCNOXHEHUH € 95 %
BeposTHocTblo coctasun oT 0 go 3,9 % B obuleit Bbibopke
¥ 6bin Bbiwe B rpynne GMFCS V (0-8,6 %) no cpaBHeHuto
¢ GMFCS IV (0-6,8 %). OtcyTcTBME B3aUMOCBSA3el U CTaTH-
CTMYECKM 3HAYMMBIX PasfNymMii BEPOSITHO CBS3aHO C HeAo-
CTaTOYHOW MOLLHOCTBI0 UCCNeA0BaHNA.

BbiBOAbl

1. MNpeaonepaunoHHbIA HYTPUTUBHBINA CTaTyC, BKJIOYEH-
HblX B WMCCNEAO0BaHWe NAUMEHTOB C TAXeNbiMU popMamMu
UM, He cooTBeTCTBOBAN NapaMeTpaMm [feTen 6e3 HeBposo-
rM4ecKux 3aboneBaHNi U 3aBMCEN OT CTEMEHM BbIPaXKEHHOCTU
JBUratesibHbIx pacctponcts no GMFCS.

2. HecbanaHcmpoBaHHOE NUTaHKe B YCOBUSX CTaLu-
OHapa crnocobcTBOBano mocfeonepaumMoHHoMy aeduum-
TY HYTPUEHTOB, 3HEPrUU, XKNAKOCTU U TpebOoBano KoppeK-
Lum.

3. MNoTeHuUManbHbIA PUCK OCNOXHEHWI B NOCNeonepaLm-
OHHOM nepuofe y 06cnefoBaHHbIX feTel C TsxenbiMu hop-
Mamn JUM 1 H13KmMM TpodonorniyeckuM CTaTycoM cocTaBusl
ot 0 mo 3,9 %.
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AO0NONHUTENBbHAA UHOOPMALIUA

Bknap aBTOpoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbIA BKIaL
B pa3paboTKy KOHUenuuW, npoBefeHWe UCCiefoBaHus U MOA-
FOTOBKY CTaTbM, MPOYM M OA00pUNM GUHasbHYI0 BEpCUio nepef,
nybnmKaumei.

KoHnuKT uHTepecoB. ABTOpbI AEKNapUpYOT OTCYTCTBME SB-
HbIX W NOTEHUMaNbHbIX KOH(PJIMKTOB MHTEPECOB, CBA3aHHbLIX C Ny-
OnMKaLmeit HacTosLLIEeN CTaTbK.

WUcTouHuk dmHaHcuMpoBaHUA. ABTOpbl 3asBNSIOT 00 OTCYT-
CTBUW BHELUHero (MHaHCUPOBaHMS NpU MPOBELEHUN UCCNEf0-
BaHUS.

WHdopmupoBaHHoe cornacue Ha nybnmkauuio. ABTopbI nony-
YW MUCBMEHHOE Coracue 3aKOHHbIX MPeACTaBUTENel NaumeHTa
Ha NyBAMKaLMI0 Me AMLIMHCKMX AaHHbIX.
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HayuHas cTatbs

Octpbih BIb-MoHOHYKNEO03 Y AeTeid pas/IMyHOro
BO3pacTa, roCNUTaIM3MpOBaHHbIX B UH(EKLMOHHDIN
craumuoHap CaHkr-lleTepbyprckoro rocysapcTseHHoro
neaMaTpMyecKoro MeAULMHCKOro yHuBepcureTa

B 2017-2020 rr.

A.B. ®epopoBa, B.®. CyxoBeukas, B.H. Tumuenko, A.l. Bacunbes, T.A. Kannuha,
C.J1. banHoBa, E.B. bapakuHa, T.M. YepHoBa, M.[l. CybboTtuHa, H.B. aBnoBa,
A.H. Ha3aposa, 0.B. bynuHa, E.b. lNaBnoBa

CaHKT-[TeTepbyprckuin rocyAapCTBEHHbIN NeLUaTPUHECKUIA MeAMLIMHCKMIA yHuBepcuTeT, CaHkT-leTepbypr, Poccus

AHHOTALNA

AxkmyaneHocmes. [lpobnemMa oCTPOro MOHOHYK/IE03a, BbI3BaHHOTO BMpycoM 3JnwTenHa — bapp (B3b-MoHOHyKneo3),
AIBNSIETCA 0JHOI U3 aKTyanbHbIX B neguatpun. B cpykType 3abonesaeMocTt MH(EKLMOHHBIM MOHOHYKNIE030M [0S AeTCKOr0
HaceneHnus coctanset 70-80 %, yalue bonetot getv 4—8 net. MaTepuHCKMe aHTUTENA 3aLLMLLAIOT FPYAHOr0 pebeHKa TOJIbKO
B MepBble MecsiLibl }KW3HM, B TPEXMECAYHOM BO3PAcTe MOXET NPOU30MTU NEPBUYHOE MHDULMPOBaHUE, a B 6 MeC. — pasBUTb-
¢ MaHudecTHas popMa ocTporo B3b-MoHOHyKeo3a.

Llens — ananu3 ocobeHHocTel octporo B3b-MoHOHYKNIE03a y feTeid pa3nMyHOro BO3pacTa, rOCMUTANM3MPOBaHHbIX B UH-
(eKUMOHHBIN cTaumoHap CaHKT-TeTepbyprcKoro rocynapcTBEHHOrO NeAUaTPUYECKOr0 MeAULMHCKOTO YHUBEPCUTETA.
Mamepuaner u Memodel. B cTaTbe npeacTaBneH aHanu3 faHHbIx 376 petei B Bo3pacTe oT 1 roga no 18 net ¢ anarHosom
«0CTpbIn B3b-MOHOHYKNe03», rocnutanuavpoBaHHbix B nepuog 2017-2020 rr. B uHdekumoHHoe otaenenne Ne 1 CaHkr-
MeTepbyprckoro rocynapcTBEHHOro MeAMaTpUYECcKOro MeAMUMHCKOT0 yHuBepcuTeTa. Bce naumeHTbl bbinn pacnpepene-
Hbl Ha YeTbipe TPynnbl B 3aBMCMMOCTU OT Bo3pacTa: | rpynna — 1-5 (n=122), Il rpynna — ot 5 o 10 net (n = 134),
Il rpynna — ot 10 go 15 net (n = 67), IV rpynna — ot 15 no 18 net (n = 53). 3TMonornyeckyio paclundpoBKy OCYLLECTBASNN
C NPUMEHEHWEM METOAa MMMYHOdEPMEHTHOO aHanu3a (onpeaenenue B kposu IgM k VCA) u BbisieneHneM [JHK B3b B kposu
MeTO[JOM MONMMEPasHoM LIeMHOW peaKkumm.

Pesynemamel. B 89,6 % cnyyaes 3aboneBaHue NpoTeKano B cpepHeii ctenenu Tsukectn. OcTpoe Havano 3aboneBaHus oT-
Meyanoch B 69,7 % cnyyaes, yalle y aeteit ot 1 roga fo 10 net. CuHAPOM MHTOKCMKALMK C OLJMHAKOBOM YacTOTON 0TMeYancs
BO BCEX BO3pacTHbIX rpynnax. PebpunbHas nuxopaska Habnwopanack y 96,0 % nauueHToB. CMHAPOM OCTPOr0 TOH3UNAMTA,
nMdageHuTa BbIABNEH Y BceX DOMbHBIX. FIBNEHNUS ageHoMauTa 1 renatoMeranuy bbinn bonee BbIpaeHbl y AeTel MNajLLei
BO3pacTHoM rpynnbl. CnieHomeranus peructpupoBanach B 74,5 % cnydaes, yalle YeM renatomeranus. CUHAPOM LmMTONM3a
oTMeyarcs y Kaxaoro Broporo pebeHka. B cTaplumx Bo3pacTHbIx rpynnax Habmogancs 6onee BbICOKWI ypoBeHb rUnepdep-
MEHTEMUM 1 BbIPaXEHHas MOHOHYKJIeapHas peakuus B reMorpamMMe.

3aknioyeHue. Y Bcex NauMeHToB Habnpanack TUMMYHasA KapTuHa ocTporo BIb-MoHoHYKIe03a ¢ xapaKTepHbIM CUHPOMO-
KoMnniekcoM. B bonbLumHCTBe cnyyaeB 3aboneBaHne NPOTEKANO B CPeLHEN CTENEHU TAXKECTM, TAXKENas CTeNeHb PerucTpupo-
Banacb B 8,2 % — npenMyLLECTBEHHO Y [eTeli cTapLuero Bo3pacTa. BoBneuyeHue B natonornyeckuii npoLecc 0fHOBPEMEHHO
MeyYeHn 1 cenle3eHKM MMeo MecTo Y Kaxaoro BTOPOro nauueHTa. B ctaplumx Bo3pacTHbIx rpynnax Habmogancs bonee Bbico-
Kui1 ypoBeHb runephepMeHTEMUM M BbIpaXeHHas MOHOHYKJIeapHas peakLus B reMorpamMMe.

KnioueBble cnoBa: Bupyc JnwTeitHa — bapp; ocTpbiii B3b-MOHOHYKNEO03; [eTH; CTaLMOHap; KJIMHUYECKas KapTuHQ;
AMarHocTuKa.
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Acute EBV mononucleosis in children

of various ages hospitalized in the infectious
hospital of the St. Petershurg State Pediatric
Medical University in 2017-2020

Anna V. Fedorova, Vera F. Sukhovetskaya, Vladimir N. Timchenko, Andrey G. Vasiliev,
Tatyana A. Kaplina, Svetlana L. Bannova, Elena V. Barakina, Tatyana M. Chernova,

Maria D. Subbotina, Natalia V. Pavlova, Anna N. Nazarova, Oksana V. Bulina, Elena B. Pavlova
Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

BACKGROUND: The problem of acute EBV-mononucleosis is one of the most urgent in pediatrics. In the structure of the
incidence of infectious mononucleosis, the proportion of the child population is 70—-80%, children 4-8 years old are more
often ill. Maternal antibodies protect an infant only in the first months of life, primary infection may occur at 3 months of
age, and a manifest form of acute EBV-mononucleosis may develop at 6 months of age.

AIM: The aim of the study was to analyze peculiarities of acute EBV-mononucleosis in children of different ages hospital-
ized in the infectious diseases hospital of the Saint Petershurg State Pediatric Medical University.

MATERIALS AND METHODS: The article presents data on 376 children aged 1 to 18 years with a diagnosis of Acute EBV
mononucleosis, hospitalized in the period 2017-2020. In the infectious diseases department No. 1 of Saint Petershurg
State Medical University. Etiological interpretation was carried out using ELISA (determination of IgM to VCA in the blood)
and detection of EBV DNA in the blood by PCR.

RESULTS: In 89.6% of cases, the disease was of moderate severity. Acute onset of the disease was noted in 69.7% of
cases, more often in children from 1 to 10 years old. Intoxication syndrome was observed with the same frequency in
all age groups. Febrile fever was observed in 96.0% of patients. The syndrome of acute tonsillitis, lymphadenitis was
detected in all patients. The phenomena of adenoiditis and hepatomegaly were more pronounced in younger children.
Splenomegaly was recorded in 74.5% of cases, more often than hepatomegaly. Cytolysis syndrome was observed in
every second child. In older age groups, there was a higher level of hyperenzymemia and a pronounced mononuclear
reaction in the hemogram.

CONCLUSION: All the analyzed patients had a typical clinical picture of acute EBV mononucleosis with a characteristic
syndrome complex. In most cases, the disease was of moderate severity, severe severity was recorded in 8.2% —
mainly in older children. Involvement of the liver and spleen in the pathological process simultaneously took place in
every second patient. In older age groups, there was a higher level of hyperfermentemia and a pronounced mononuclear
reaction in the hemogram.

Keywords: Epstein—Barr virus; acute EBV-mononucleosis; children; hospital; clinical picture; diagnosis.
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OPATVHASTBHBIE CTATBM

AKTYAJIbHOCTb

MpobneMa ocTporo MoOHOHYK/E03a, BbI3BaHHOTO BUPYCOM
JnwreliHa — bapp (B3b-MoHoHYKe03a) sABNSeTCA OAHOM
U3 aKTyanbHbIX B neguatpun. 310 06yCNOBNEHO LUMPOKON
LMpKynsLveii Bo30yaUTeNs y HaceneHus, TPOMHOCTbH BUpYca
K MIMMYHOKOMIETEHTHBIM KJleTKaM, BapuabenbHOCTbI0 KIMHHU-
YEeCKOro TeYeHWs B pasNvyHbIX BO3pacTHbIX rpynnax [1, 17].
3KOHOMMYeCKas 3HAYMMOCTb MHGEKLMOHHOTO MOHOHY-
Kneo3a (VM) B Poccuitckoii ®epepaumnn B 2021 r. coctaBuna
2214282,2 tbic. pybneii [10]. B cTpykType 3aboneBaemocTu
UM pons petckoro Hacenewus pocturaet 70-80 %, vawe
bonetot petv 4-8 net [7, 14]. MaTepuHcKue aHTMTENa 3aLUm-
LT rpyaHoro pebeHKa TO/bKO B NepBble MEeCALbl KM3HM,
B TPEXMECSYHOM BO3pacTe MOXET NPOMU30MTU NEPBUYHOE UH-
(uumpoBaHme, a B 6 Mec. — pa3BuUTbCA MaHubecTHas Gopma
ocTporo B3b-MoHoHyKneo3a [3].

B 60nbLUMHCTBE CNy4aeB TUMMYHASA KIIMHUYECKas KapTuHa
ocTporo B3b-MoHOHyKe03a XapaKTepu3yeTcs CUHAPOMaMM:
MHTOKCUKaLWW, IMXOPALKK, OCTPOro TOH3WANMTA U afieHo-
uauTta, numdaneHonatm v renarocnaeHoMeranum 2, 9].
B 10-25 % cny4aeB 3aboneBaHne MMeET HerNaaKoe TeyeHne
1 HebnaronpusTHbIe MocneAcTBUS: GOPMUPOBAHUE XPOHUYE-
CKuX dopM, passuTie MMMdonponmdepaTUBHBIX M OHKOMaTo-
nornyeckux npoueccos [10, 191.

Mo faHHBIM NUTepaTypHbIX UCTOYHWUKOB W3BECTHO, YTO
Cpeau roCnWTaNM3MpOBaHHbIX [eTeit ocTpbii B3b-MoHo-
HYKJ1e03 Yallle MPOTEKAET B CPEAHEN CTEMEHN TsxecTH [3, 4,
13, 18]. Taxenoe TeyeHne 3aboneBaHWA XapaKTepHO AJiA
JeTell U NOAPOCTKOB C HebrmaronpuaTHeIM npeMopbua-
HbIM (OHOM K conyTcTBylowen natonoruen [12, 16, 19].
B3b-MoHOHYKNE03 Yalle MMeeT 3UMHe-BECEHHIO Ce30H-
HOCTb C NMMKOM permcTpaumnu B BeceHHue Mecaupl [13, 16, 191.

[ina noATBepXAEHUS OMarHo3a WCMoNb3YKT MeTofbl
cneundmyeckon nabopaTopHOM AMArHOCTUKW: onpepene-
HWEe CeposIorMYeckUX MapkepoB (aHTuTena knacca IgM u G)
METO0M UMMyHO(EPMEHTHOrO aHanu3a, BbisineHne [THK
B030yauUTENA MOJNIEKYNAPHO-TEHETUYECKUM WUCCe0BaHNEM
(nonumepasHas uenHas peakums — MUP) [5, 8, 9, 15, 18, 20].

Lene uccnedosaHusi — aHanu3 ocobeHHOCTel ocTporo
B3Ib-MoHOHYK€03a y AeTeit pasnMyHOro Bo3pacTa, rocnu-
TaNN3UPOBaHHbIX B MH(EKUMOHHbIA cTauuoHap OIB0Y BO
«CaHKT-leTepbyprckuin rocynapCTBEHHbIA NeauaTPUHecKuii
MeaMLMHCKMIA yHuBepcuTeT» MuHsapasa Poccum (OIBOY BO
CMnernMy M3 Poccum).

MATEPUAJIbI U METO[bI

Moa HabniogeHneM B MHdEKUMOHHOM oTaeneHun NO 1
©reQy BO CM6IMIMY M3 Poccum ¢ AMarHo3oM «OCTpbIn
B3b-MoHoHykneo3» B 2017-2019 rr. Haxoaunock 376 petei
B Bo3pacte 0T 1 ropga o 18 net. B uccnepgosanue BKAOUMIM
MaLMEHTOB C JIErKOM, CPELHETSIKENO0M U TSIKENOW CTENEHbIO,
OTCYTCTBUEM NMPOTMUBOBUPYCHOM, MECTHOW aHTUCENTUYECKON
U 3/IMMMHALMOHHOW Tepanuu Ha [LOroCmUTaNbHOM 3Tare.
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KpuTepum ucknioueHms: «HernagKoe» TeyeHue 3aboneBaHus
(TsKenas HemTponeHus, TPOMOOLMTONEHMS), LLeTU MepBoro
rOAQ JWU3HW, HaNU4mMe TSHKENOW CONyTCTBYOLEN UK 0bo-
CTPEHME XPOHWYECKOW NaTonorum, OTCYTCTBME Creunduye-
CKMX MapKepoB npu obcnefoBaHuUu.

[narHos «octpbii BIb-MoHoHYKNeo3» ycTaHaBnuBa-
JIN Ha OCHOBAHWM KJIMHUYECKMX [aHHbIX (0CTpoe Havano,
BbICOKas AnuTeNbHas NIMXOpafiKa, BblpaKeHHas WHTOKCHU-
Kauus, CMHAPOM OCTPOro TOH3WIIUTA W afleHOMANTa, JIUM-
(haeHonaTvs ¢ NPeUMyLLECTBEHHBIM YBENIMYEHNEM NepeaHe-
W 3afHeLlenHbIX MMbATUYECKUX Y310B, renatocrnieHoMe-
ranus) W pesynbTaToB KOMMEKCHOro nabopatopHoro 06-
cnefj0BaHWs. 3TMONOrNYECKYH0 pacLuMppOBKY OCYLUECTBAS-
7N C MPUMEHEHUEM MeTOAa MMMYHO(DEpPMEHTHOr0 aHann3a
(onpenenenue B kpoeu IgM k VCA) ¢ ucnonb3oBaHneM CTaH-
AapTHbIx TecT-cucteM 3A0 «Bektop-bect» (HoBocnbupck);
BoisBnienne [HK B3b B kposu npoBoaunu metogom MUP
B PEXMME pPeasibHOro BPEMEHM C MPUMEHEHWEM TECT-CUCTEM
«Pean bect [1HK B3b» (Bektop-bect, Poccus) [4, 6, 71.

BceM peTsM HasHayanu: KIMHUYECKWIA aHanu3 KpoBM,
06LLMI aHan13 Mouw, NoceB CAM3M U3 HOCOTNOTKW Ha driopy,
MoCeB Kana Ha matoreHHyl Mukpodnopy. buoxummueckoe
uccnefoBaHWe BKIKYANO OMpeAeNieHne YpoBHeW anaHuH-
amuHoTpaHcdepasbl, acnapTaTaMuHoTpaHchepassbl, bunupy-
buHa, C-peakTuBHoro tenka [8].

Kputepuun cTenexu TSKECTU: BbIpaXKEHHOCTb CMHAPOMa
MHTOKCMKALMW U IMXOPaLKK, MECTHbIX NPOABNIEHUH (CUHApO-
MOB NOPAXEHNUS HOCO- U POTOFNOTKY), IUMbafeHonaTuu, re-
naTocrn/jeHoOMeranmm, reMaToNorMyeckUX U3MEHEHUA.

Bce naumeHTbl Bbinn pacnpefeneHbl Ha YeTbipe rpynmb
B 3aBMCMMOCTY OT Bo3pacTa: | rpynna — 1-5 net (n = 122),
[l rpynna — 5-10 net (n = 134), lll rpynna — 10-15 net
(n=67), IV rpynna — ot 15 go 18 net (n = 53).

HabniopaeMble feTv nomyyanu KOMMIEKCHYIO Tepanuio
C y4yeToM TsecTu 3aboneBaHus, npemMopbupHoro ¢oHa
1 Bo3pacTa.

B KauecTBe 3TMOTPOMHBLIX CPEACTB MCMO/b30BanN Mnpe-
napatbl peKoMOMHaHTHoro uHTepdepoHa — a2b [12, 13].
Mo nokasaHuaAM npoBoamiach aHTMbaKTepuanbHas, Le3uH-
TOKCMKALMOHHaA, AeceHcMOunmanpyloLas u cuMnToMaTnye-
ckas Tepanus [11].

CTaTUCTUYeCKMIN aHanu3 BbINOSIHEH C MCMOJIb30BaHNEM
aHanuTUYecKon cucteMbl Statistica. Pasnuums B rpynnax
CYMTaNMCh CTAaTUCTUYECKM 3HAUMMBIMU NPY YPOBHE KpUTEpUS
p < 0,05 [6].

PE3Y/IbTATbI U OBCYXAEHUE

B 3aBucuMocCTM OT BO3pacTa NaLMeHTbI, roCIMTanM3npo-
BaHHble C 0CTPbIM BIb-MoHOHYKNeo30M (n = 376), pacnpege-
neHbl cnepytowmm obpasom: | rpynna — 32 %, Il rpynna —
36 %, Ill rpynna — 18 %, IV rpynna — 14 %. letv ot 1 roga
40 10 net coctaBuim 68 % Bcex rocnMTanu3npoBaHHbIX.

Pacnpenenenve naumeHToB no nosy 6bi1o creayoLwmM:
B MepBbIX [ABYX rpynnax Manbuuku coctaBuim bonee 60 %,
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Puc. 1. Pacnpepenenve rocnutanmsnpoBaHHbIX SETEN C OCTPbIM
BIb-MoHOHYKNE030M B 3aBUCMMOCTM OT BO3pacTa M nona
(n=376)

Fig. 1. Distribution of hospitalized children with acute EBV mono-
nucleosis depending on age and sex (n = 376)
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Puc. 2. YaenbHbln BeC rocnuTanu3vpoBaHHbIX 4eTell C OCTPbIM
B3b-MOHOHYK/1E030M B pasfinyHble Ce30HbI roaa (n = 367)

Fig. 2. The proportion of hospitalized children with acute EBV
mononucleosis in different seasons of the year (n = 367)
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Puc. 3. CreneHb TaxecTn octporo B3b-MoHoHykneo3a y rocnu-
Ta/M3MPOBaHHbIX NaLMEHTOB pa3nnyHoro Bospacra (n = 367)
Fig. 3. Severity of acute EBV mononucleosis in hospitalized
patients of different ages (n = 367)
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cooTBeTCTBEHHO: | — 66,4 % (n=81), Il — 63,4 % (n = 85)
No CpaBHEHMIO C AeBodykaMu 3tux rpynm: | — 33,6 %
(n=41)nll — 36,6 % (n=49); p<0,05. B cTapwumx Bo3-
PaCTHbIX Fpynnax He3HauuTesbHO Npeobnajany LeBOYKM
(I — 52,2 %, n=35, IV— 52,8 %, n=28) no cpaBHeHuIo
¢ Manbumkamu (Il — 47,8 %, n =32, IV — 47,2 %, n = 25);
p < 0,001 (puc. 1).

B BeceHHMe Mecsubl Yalle rocnuTanu3vupoBainuch AeTu
nepsbix 10 net xuskm (I — 50,8 %, n=62, Il — 56,0 %,
n=175) B CpaBHEHUN C ApYrUMMU BO3PaCTHbIMK rpynnamu
(I"—29,9 %, n=20, IV — 32,1 %, n = 17); p < 0,05. B 3um-
HWI CE30H rofia Yalle NocTynanu AeTH CTapLUMX BO3PaCTHbIX
rpynn (Il — 37,3 %, n = 25, IV — 33,9 %, n = 18) B cpaBHe-
HM ¢ Mnaawmnmn getbMu (I — 23,8 %, n =29, Il — 19,4 %,
n=26); p<0,05. B oceHHMI Ce30H CPean rocnuTanusupo-
BaHHbIX npeobnaiany NauMeHTbl CTapLLIMX BO3PACTHbIX Fpynn
(I — 26,8 %, n=18, IV — 28,3 %, n=15) no cpaBHeHuIo
¢ mnagwmmn (I — 18,0%, n=22, Il — 16,8 %, n = 22);
p < 0,05. CHwxeHMe KoNW4ecTBa rOCMUTANM3UPOBAHHBIX
0TMeYasiocb B JIETHWUI NEpUoA roja BO BCEX BO3PACTHbIX
rpynnax: | —7,4% (n=9), 11— 8,2 % (n=11), Il — 6,0 %
(n=4), N—157% (n=3) (puc. 2).

HebnaronpusaTHbIi npeMopouaHbIn GoH cpeaym obcneno-
BaHHbIX feTen BbisneH B 88,0 % (n = 323) cnyyaes. B 36,8 %
(n=135) oTMeyancs OTArOLLEHHbIN anneprofiornyecKuii
aHamHe3, B 40,5 % (n = 147) — J10P-natonorus, B 65,4 %
(n = 240) — noBTopHble 3nu30abl OPBU, pocToBepHO Yalle
y netent ot 1 roga oo 10 net (p < 0,05).

Mo cTeneHu TAXeCTM 3abonieBaHNUA pacnpeseneque naum-
eHTOB ObIfI0 CleaytoLLMM: Nerkas cTeneHb TAXECTU 0CTPOro
B3b-MoHOHyKNeo3a cpeAm NOCTYNUBLUMX B CTaLMOHap AeTen
perucTpupoBanack B e AMHWYHBIX ciyyasx: | rpynna — 1,6 %
n=2), 1 —22% (n=3), I — 3,0% (n=2), IV rpyn-
na — 1,9 % (n=1). 3TM NnaumeHTbl roCNUTaNU3UPOBAIUCH
B OCHOBHOM 110 3NWAEMUONOTMYECKMM MOKa3aHuaM. CpeaHas
cTeneHb TsxecTu: B | rpynne — 94,3 % (n = 115), Bo Il rpyn-
ne — 93,3% (n=125), 8 Il rpynne — 80,6 % (n =54)
nB IV rpynne — 81,1 % (n = 43). Tsxkenasn cTeneHb 3abone-
BaHWsA Yalle otMeyvanack y aetent Il rpynnbl (16,4 %, n=11)
n IV rpynnbl (17,0 %, n=9) B cpaBHEHUM C NauueHTamu
MNapLumx Bo3pacTHblx rpynn: | — 4,1 % (n=5), I — 4,5 %
(n=6); p<0,5 (puc. 3).

AHanu3 cpoKoB NOCTYNNEHMs NaLMEHTOB B CTaLMOHap
nokasan, uto 25,0 % (n=94) BonbHbIX rocnutanusmpo-
Ba/MCb B nepeble 3 OHA OT Hayana 3abonesanus, 41,5 %
(n = 156) — B KOHLe NepBo¥i Heflenm (4—7e cyTku 3abonesa-
Hug), 22,3 % (n = 84) — Ha BTOpon Hepene (8—14-e cyTku),
11,2 % (n = 42) — Ha TpeTbeli Hepene (15-e cyTku 1 no3xe).
Ha nepBoit Hepene oT Hadyana 3aboneBaHus 3HauYMTENBHO
yawe noctynanu naumetsl | (76,2 %, n=93) u Il rpynnei
(74,6 %, n = 100), uTo, BeposATHO, cBSA3aHO C bonee Bblpa-
YKEHHON HayanbHOW KIIMHUYECKOW CUMMTOMATUKOW 3abone-
BaHWs. [MauneHTbl CTapLumMx rpynn nocTynanu B CTauuMoHap
Ha BTopou Hefiene 6onesHn u noxe: Il — 53,7 % (n = 36)
niIV—>50,9 % (n = 27).
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Y HabntogaeMbix naumeHToB ocTpbii BIb-MoHoHYKNE03
B DOMbLIMHCTBE C/lyyaeB HauuHancs octpo — 69,7 %
(n = 262), u3 Hux y naumentos | rpynnsl — 81,1 % (n = 99),
Il —84,3% (n=113), Il — 46,3% (n=31), IV — 358 %
(n=19); p<0,05.

MopocTpoe Havano bonesHu ¢ NocTeneHHo HapacTaloLy-
MW CMHLPOMaMM JIMXOPaZKN U MHTOKCMKALMU UMENo MecTo
B 30,3 % (114) cnyyaes, yalle B CTapLUMX BO3PaCTHbIX rpyn-
nax (Il — 53,7 %, n = 36, IV — 64,2 %, n = 34), B cpaBHe-
HUM ¢ MnaawmmMu getbMu (| — 18,9 %, n=23, Il — 15,7 %,
n=21); p<0,05.

KnuHnuyeckas KaptuHa 3aboneBaHus Oblia TUNUYHOM
y BCex HabnofaeMbIX LeTel U XapaKTepu3oBanacb CUH-
LpPOMaMM: MHTOKCUKaLMK, IMXOPaAKK, 0CTPOr0 TOH3UMIN-
Ta M ajeHouauTa, MuMdageHonaTMM 1 renatocniaeHome-
ranuu.

CMHIPOM MHTOKCMKauWW Habnwpancs C nepBoro [HS
3aboneBaHusa y BCeX MALMEHTOB M XapaKTepu3oBancs cna-
DocTbl, BANOCTLIO, FONOBHOW 60/bl0, HapylleHWeM CHa,
CHWXEHWEM anneTuTa, B psAe CNyyaeB — TOLUHOTOW
1 PBOTOMA.

MoBbilweHne TeMnepaTypbl Tena A0 GpebpunbHbIX Lnudp
otMevanocb y 96,0 % (n = 361) nauneHToB. Bo Bcex Bo3pacT-
HbIX Fpynnax MxopajKa XxapaKTepu3oBanach GpebpunbHbIMy
undpamm (38,0-39,0 °C): B | rpynne — 96,7 % (n=118)
npogomxkutensHoctolo 6,7 £ 0,7 cyt; Bo Il rpynne —
97,8 % (n=131), po 6,9 0,7 cyr; B Ill rpynne — 94,0 %
(n=63), 10,7 £0,7 cyt; B IV rpynne — 92,5 % (n = 49),
po 10,8 £ 0,7 cyt. B 4,0% (n=15) cnyyae TemMnepatypa
Tena ocTaBanacb HOPMasnbHOMN.

BocnaneHne HOCOrNOTOYHOM MWMHAAAWHBI NPOLOSIKM-
TenbHocTbio 1o 8,3 + 0,7 cyT y AeTeil MNaAWMX BO3PACTHbIX
rpynn (I v 1) nposiBnsnoch 3aTpyLHEHMEM HOCOBOIO Abixa-
HWA MpW OTCYTCTBUW 3KCCYLATUBHOTO KOMMOHEHTA, LUYM-
HbIM [IbIXaHWEM Yepe3 PoT, «XpanfliuM [bIXaHUeM BO CHe,
OLYTNIOBAaTOCTbK) JMLA M MacTO3HOCTbIO BeK. KnuHuue-
CKMe NpOSBNEHUS afEHOMAMTA B CTapLUMX BO3PACTHbIX
rpynnax (lll, IV) 6biam MeHee BblpaxeHbl, AIUTENBHOCTbI
10 6,2 +0,6 cyr.

CvHApOoM 0CTpOro TOH3UANUTa Habnofanca y Bcex nauu-
eHToB. [NopaeHue poTornoTKM CONPOBOXAAN0Ch SPKOM pas-
JIMTON rUnepemMmeit camsncton 06004k, bonamu B ropne.
HaneTbl Ha HEOHBIX MUHAANMHAX AOCTOBEPHO Yallie BCTpe-
Yanucb y AeTer MAaaLumMx BospacTHbix rpynn (I — 79,5 %,
n=97, 11— 79,1 %, n=106), 4em y cTapwumx peten (Il —
58,2 %, n =39, IV — 49,1 %, n = 26); p < 0,05.

OTcyTcTBME HaneToB Ha HEBHbIX MMHAANMHAX yalle OT-
Meyvanoch y aeTeii cTapLumx Bo3pacTHbix rpynn (Il — 41,8 %,
n=28, IV — 50,9 %, n=27), yeM y naumentoB | (20,5 %,
n=25)ullrpynn (20,9 %, n = 28); p < 0,05. Knunuka octporo
TOH3WIUTA COXpaHsnack bonee LNTENbHO y AeTel Mnag-
wmx Bo3pacTtHblx rpynn — 8,3 + 0,7 cyt npotuB 6,2 + 0,6 cyT
NaLMEHTOB CTapLLMX Bo3pacToB. CneayeT 0TMETUTB, YTO Npo-
AIBMIEHMA OCTPOro TOH3WIUTA M afieHoMAMTa Habnoaanucs
C 0JMHaKOBOM YacTOTON BO BCEX BO3PACTHBIX rpynmnax.
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YBenuueHne nMMbaTNyeCKuX y3noB BbISIBNEHO Y BCEX Ae-
Ten 1 Habnwpanock ¢ nNepsbix AHel 3abonieBaHus, Npy 3TOM
nuMbageHonaTMs HoCWUNa reHepanu30BaHHbIA XapaKTep.
Yawwe ¢uKcupoBanu nopaxKeHue MoAYentocTHbIX, NepeaHe-
W 3a[HeLLeHbIX TMM(ATUYECKUX Y3108, KOTOPbIE JOCTUraNH
2-4 cM B inaMeTpe, nHorfa obpasya «nakeTbl». JuMboys-
fbl NpU Manbnauum nioTHble, be3bonesHeHHble, XOpoLUIo
BM3Yyanu3npoBanucb. [AMTeNbHOCTb CMHAPOMA BbIPaXKeH-
HOM nuMdaaeHonatum y naumenToB | n Il rpynn coctaBuna
91+£0,5 cyr, y ll v IV rpynn — 14,0 £ 0,6 cyT. Hepeako
YBENMUYEHUE TMM(ATUYECKUX Y3/I0B LUEMHOI Fpynnbl onepe-
Kano nosiBNeHNe U3MeHeHWIA B POTOrNIOTKE.

BoBneyeHne B naTonorMyeckuin NpoLecc 0gHOBPEMEH-
HO MeYeHn 1 CeneseHKU UMeNo MecTo Y KaXAoro BTOPOro
naumenta — 51,1 % (n=192). CuHapoM renatoMeranuu
peructpupoBancsa y 69,4 % 6onbHbIX, cnieHoMeranum —
y 74,5 %. lenatocnneHomeranus JOCTUrana MaKkcuMMarbHO-
ro pasButusi K 6—7-My OHio 3aboneBanus. B GonblumHcTBE
CnyyaeB renaroMeranus onpegensnacb y peteit | (76,2 %,
n=93) ull rpynn (74,6 %, n = 100), B cpaBHEHUM C [ETb-
mu 11 (58,2 %, n=39) n IV rpynn (54,7 %, n = 29); p < 0,05.
[etv xanoBanuch Ha 6osm B npaBoM noapebepbe, Takxe
OTMeYanacb YyBCTBMTENIbHOCTb MEYEHW Mpu nanibnauuu.
CvHApOM crjieHOMeranuu perucTpuposanu y BombHbIX
| (78,7 %, n=96) n Il rpynn (76,1 %, n=102) vawe, Yem
B Il (68,7 %, n = 46) n IV rpynnax (67,9 %, n = 36); p < 0,05
(puc. 4).
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Puc. 4. KnuHnyeckne cumntoMel (%) octporo B3b-MoHoHyKneo3a
Yy FOCMMTaNM3MPOBaHHbIX AeTel B Pas/iMyHbIX BO3PACTHBIX rpyn-
nax (n = 376). | — MHTOKCUKaLMS; 2 — NMXOPafKa; 3 — OCTpbIi
afleHOMAMNT; 4 — OCTPbIA TOH3WIJIUT C HaNeTaMu Ha HEOHbIX
MWHIANMHAX; 5 — OCTPbIA TOH3WUAAUT Be3 HaneToB Ha HEOHbIX
MUHAANMHaX; 6 — nuMmdapeHonatus; 7/ — remaTtoMeranus;
8 — cnneHomeranus

Fig. 4. Clinical symptoms (%) of acute EBV mononucleosis in
hospitalized children in different age groups (n = 376). I — in-
toxication; 2 — fever; 3 — acute adenoiditis; 4 — acute ton-
sillitis with plague on the palatine tonsils; 5 — acute tonsillitis
without plaque on the palatine tonsils; 6 — lymphadenopathy;
7 — hepatomegaly; 8 — splenomegaly
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ORIGINAL STUDIES

AHanu3 remorpamMmbl HabnofaeMbIX MaLMEHTOB MOKa-
3an nelikoumto3 y 84,8 % peteii (n = 319), HopMoumMTO3 —
y 15,2 % (n = 57), nefkoneHus He BbisBAANack. JuMdountos
Habnopanca B 57,4 % cnydaes (n = 216). ATUNMYHbIE MOHO-
HyK/eapbl NOSBASANCL B KPOBM B paHHUE CPOKM Dosie3Hu
U onpejensnmcb B TeYEHUM MepBbiX TPeX Hedenb 3abone-
BaHua (n = 317), konnyectBo mx konebanock ot 10 go 51 %.
KonunyecTBeHHbIN aHanM3 aTMMUYHbIX MOHOHYKI1EApoB MOKa-
3an, 4To y AeTelt MNaLLIMX BO3PACTHBIX PYnM, 0COOEHHOCTbH
ocTporo BIb-MoHOHyKNe03a ABNAETCS yMEPEHHas BblpaXeH-
HOCTb 0OLLLEN MOHOHYKJIEAPHOI peakLmu.

CvHopoM umTOnM3a oTMevancs y 67,8 % rocnutanu-
3upoBaHHbIX (n = 255). B cTapwwmx Bo3pacTHbIX rpynnax
Habnopanace 6onee 3HauuTenbHas runepdepMeHTEMUS
C MOBbILIEHMEM YPOBHSA TpaHcamuHas Boiwe 200 E[/n
y naumentoB Il — 73,1 % (n=49) v IV rpynn — 77,4 %
(n=41), B cpaBHeHUW € MNafWKMMK BO3PacTHbIMU rpynna-
mu (o1 40 po 100 EO/n): | — 62,3 % (n=76), Il — 66,4 %
(n=189); p<0,05.

Mpn u3yyeHnn MUKpoBHOro mensaxka cnmaucton obo-
NOYKKM poTOrNoTkU B 74,5 % cnyyaes (n = 280) BbisBneHa
conyTcTBytoLLas MUKpodnopa. Y feTeit MnajLLero Bo3pacta
(1-10 neT) npeobnaaanu natoreHHble CTPENTOKOKKM (21,5 %,
n = 81) n 3on0TucTbIN cTadunokokk (12,5 %, n = 47); y petei
ctapwero Bo3pacta ot 10 no 18 net: Streptococcus pyogenes
(11,2 %, n=42), npoxoxeBble rpubbl posa Candida (9,0 %,
n = 34) u Haemophilus influenza (7,2 %, n = 27). CoyeTaHHas
¢nopa (accounaums nByx U 6onee MUKpOOpraHU3MOB) pe-
rucTpupoBanach Yaie y naumeHto nepsbix 10 net (9,0 %,
n = 34) npoTvB 6onbHbIX cTapLuero Bo3pacta (4,0 %, n = 15);
p < 0,05. BbiceB naTtoreHHol MUKpodopbl C y4ETOM 4yB-
CTBUTENbBHOCTW [aBaJl 0CHOBaHWe AJ1S Ha3HauyeHUs aHTUbaK-
TepuanbHou Tepanum [20].

OBCYXIEHWUE PE3Y/IbTATOB

Mo HawwM AaHHbIM, 6ONBLUMHCTBO MALMEHTOB rocnuMTa-
NIM3MPOBanoCh B 3MMHE-BECEHHWUI MepUof, C MUKOM peru-
CTpaumv B BeceHHWe Mecaubl. HebnaronpustHein npemop-
BuaHbin doH oTMevancs B 88,0 % cnyyaes.

CyLiecTBeHHOW pasHWLbl N0 Mony He BbisBneHo. Cpeam
rOCMMTaNM3UPOBaHHbIX Npeobnafany et [OLWKObHOro
M MNTaALLIEero LWKOMBbHOMO BO3PacTa, YTo, BEPOATHO, CBA3AHO
C HE3PESOCTLI0 UIMMYHHOM CUCTEMBI (COCTOSIHUEM BTOPUYHOIO
MMMyHoZepuUMTa, YacTble M noeTopHble OPBU).

B 6onblmHcTBe cnyyaeB 3aboneBaHue npoTeKano
B CPeAHeW CTENeHM TAXECTH, TAXeNas cTeneHb perncTpupo-
Banacb B 8,2 % npeuMyLLLeCTBEHHO Y eTel CTapLuero Bo3-
pacTa, nerkas — 2,2 %.

OcTpoe Havano 3aboneBaHUs 0TMeYanoch Yalle y AeTei
nepsbix 10 NET XU3HW, KOTOPbIE FOCMUTANU3UPOBANTUCH YXKE
Ha nepBo¥i Heaene D0E3HM, Ha BTOPOIA HeLlene 1 NO3Xe Mo-
cTynanu aetu B Bospacte 10-18 net.

®ebpunbHas nuxopagka Habnoganach NpaKkTUYecKU
y Bcex nauueHToB. CMHLPOM MHTOKCWMKauuM oTMevancs
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BO BCEX BO3PaCTHbIX rpynnax M xapakTepu3oBancs obuien
cnabocTbio, BANOCTbLIO, FONIOBHOM DONbIO, HAapYLLUEHWEM CHAa,
CHWXeHMeM anneTuta. CMHLPOM OCTpOro TOH3WNNUTA Ha-
bnofancs y BCex rocnutanusupoBaHHbix. Hanetbl Ha HEBHbIX
MWHJaNMHaX LOCTOBEPHO Yallle BCTPeYasuch y AeTen Mnag-
wwx Bo3pacTHbix rpynn: | u Il (p < 0,05). KnuHuka octporo
TOH3WNUTA COXpaHsniack bonee ANTeNbHO y AeTen Mnag-
KX Bo3pacTHbIX rpynn Ao 8,3 + 0,7 cyt. flBneHus apeHou-
AuTa bbinn bonee BhipaeHbl y AeTeN MaALen BO3PacTHOM
rpynnbl.

YBenuueHne MMMbaTUUECKUX Y30B BbISIBNEHO Y BCEX Ae-
Telt 1 Habnopanock ¢ NepBbIX AHEW 3aboneBaHuMs, Npy 3TOM
nuMdapeHonaTMs Hocuna reHepanu3oBaHHbIA XapaKTep.
Yawwe ¢uKcupoBanu nopaxKeHue NOAYENHCTHbIX, NepesHe-
W 3afHeLenHbIX TMMdaTMyeckux y3nos. Hepepko ysenu-
yeHne MMMPATUUECKUX Y370B LLEKHHON rpynMbl OMepexano
nosiBNeHNe N3MEHEHWIA B POTOrIOTKE.

BoBneueHne B NaTonorMyeckuit NpoLecc 0AHOBPEMEHHO
MeyYeHu 1 CeNle3eHKU UMeNo MECTO Y KaXaoro BTOPOro nauu-
€HTa, JOCTUrasl MaKCUMarnbHOrO PasBUTUS K 6—7-My [iHt0 bo-
ne3Hu. CuHapoM cnneHoMeranum perucTpupoBav Yalle, 4em
renatoMerasuu. CUHAPOM LMTONM3a OTMEYasCs Y KaXzaoro
BTOpOro pebeHka. B cTaplumx Bo3pacTHbIX rpynnax Habnio-
pancs bonee BbICOKMIA YpoBEHb runepdepMeHTEMUA W Bbl-
paKeHHas MOHOHYKJ/IeapHas peakuus B reMorpamme.

MUKPOOHLIN Mer3ax CAM3KUCTON 000SI0YKM POTOrNIOT-
KW XapaKTepu3oBascs HalMyMeM PasfIMyHON MUKpodio-
pbl: MaTOreHHble CTPENTOKOKKM, 30JI0TUCTbIA CTAMIOKOKK,
ApoxoKeBble rpubbl poga Candida, Haemophilus influenza.
CoyeTaHHas dnopa (accoumaums AByx 1 bonee MUKpoopra-
HW3MOB) Yallle perucTpupoBanach y nalMeHToB NepBbIX fe-
CATU JIET U3HW, 4TO 4aBai0 OCHOBaHWE AS MOLKIIYEHNS
aHTUbaKTepmanbHoM Tepanuu.

BbiBOAbI

1.Y Bcex peteii Habnwpanacb TMNMYHAs KIMHUYeECKas
KapTuHa ocTporo B3b-MoHoHyKe03a ¢ xapaKTepHbIM CUH-
LPOMOKOMIIEKCOM: WMHTOKCUKAUMA, JIUXOpajKa, OCTPbIi
TOH3WNAUT M afieHouauT, NuMdageHonaTus v renarocnie-
HoMeranus. bonee 4eM y NonoBUHbI fieTel OTMevancs He-
BnaronpuaATHbIN NpeMopbuaHbIi GoH.

2. BONbIUMHCTBO MAUMEHTOB TOCMMTaNM3UPOBanoch
B 3MMHE-BECEHHUI NepUoS, C MUKOM PerucTpaLmm B BeCEH-
HWe MecsaLbl.

3. Cpean rocnuTanusupoBaHHbIX [AeTeir npeobnapja-
na cpepHsa cTeneHb TAXECTU, TSHKeNas perucTpupoBanach
B 8,2 % — npeuMyLLECTBEHHO B CTapLUen BO3pacTHOM rpynne.

4. B 4,0 % cnyyaeB TeMnepaTypa Tefla ocTaBanacb Hop-
ManbHoW. CMHLPOM OCTPOr0 TOH3WIUTA BLISIBEH Y BCEX
bonbHbIX. ABneHus ageHomputa ObimM Bonee BbipaeHb
y LeTel MnajLien Bo3pacTHoW rpynnbl. JiumdaneHonatus
MMena reHepann3oBaHHbI XapaKTep. YBenuueHue nuMda-
TUYECKMX Y3M0B LLUEMHOW TPYNMbl HEPEAKO OMepexKano no-
SIBNIEHNE N3MeHeHWH B poTormoTke. CMHAPOM crineHoMeranumn
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perucTpupoBasncs vaile, YeM renaroMeranuu. B crapiumx
BO3pacTHbIX rpynnax Habnopancs 6osee BbICOKWA YPOBEHb
runepbepMeHTEMUN 1 BbIPAXKEHHAs MOHOHYK/IeapHas peax-
LS B reMorpamme.

5. MUKpOoBHbIA Neiisax camMsucTon 0605104KM poTOrmOT-
KW XapaKTepu30Bacs HauyMeM pasfinyHon MUKpOQIIopbl.
CoyeTaHHas ¢nopa (accoumaums OByX WU bonee MUKpoop-
raHW3MOB) Yallle perucTpupoBanacb y MauMeHTOB MepBbIX
10 neT Xw3HM, YTO [aBano0 OCHOBaHWE ANs MOAKIIOYEHMUS
aHTMbaKTepManbHOM Tepanuu.

AOMO/THUTENbHAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbl BHEC/M CYLIECTBEHHbIA BKMaA
B pa3paboTKy KOHLEenuuu, NpoBefeHWe WUCCAefoBaHUs W Moja-
FOTOBKY CTaTbW, MPOYNM M 0f00punM GUHambHYK Bepcuio nepen,
nybnvKaume.
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Py6u0Bble 0C/I0)KHEHUA XMPYPru4ecKoro ieYeHus
pecnMpaTopHOro NanuioMaTosa B KIMHUKe
Cankr-lleTepbyprckoro neguaTpuyecKkoro
MeAMUMHCKOro YHMBEepcUTeTa B Nepuopa,

c 2019 no 2021 r.

B.B. [iMutpenko, M1.B. Maenos., B.A. Bepesro, M.J1. 3axaposa, [1.B. bpeycenko, t0.A. KypbsaHoBa,
0.E. KykywkuHa, 0.K. TopkuHa

CaHKT-[TeTepbyprckuin rocyAapCTBEHHbIN NeLUaTPUHECKUIA MeAMLIMHCKMIA yHuBepcuTeT, CaHkT-leTepbypr, Poccus

AHHOTALNA

AxTyanbHocTb. PecnupatopHblii nanuniomaTo3 Tpebyet KOMOMHMPOBAHHOTO JieYeHUst — aibOBAHTHOM Tepanuu U XUpypru-
yecKoro sieueHus. MNocne XMpyprvecKkoro NieYeHUs HEPeLKO BO3HUKAIOT PyOLIOBLIE OCTIOXHEHMS.

Lenb — onpepenutb YacToTy pybLOBbIX OCIOXKHEHUA XMPYPrYECKOro Sle4eHUss PeCnUpaTopHOro NanuiioMaTosa y aeTein.
Matepuanel u MeToAbl. bbin NpoBeaeH peTpOCNeKTUBHBIN aHanu3 UCTopui bonesHn 49 neTen, NoyyaBLLMX XMPYPrUYecKoe
neyeHue B KMHUKe CaHKT-TeTepbyprcKoro rocyaapcTBEHHLIN NeauaTpUyeckoro MeauumMHcKoro yHueepcuteta (CT6IMIMY)
3a 3 roga (c 2019 no 2021 r.). MonyyeHHble faHHblE CPABHUMM C JaHHLIMW MeTaaHanM3a, npoBeAeHHoro B 2022 r.
Pesynbtatbl. B otonapunronornyeckom otaenenmm CIN6IMMY ¢ 2019 no 2021 r. xupyprudeckoe nedenue nonyyanu 49 neten
B Bo3pacTe ot 1 roga ao 17 net — 25 ManbunkoB 1 24 feBouKm. [lepBUYHBIN NanunIoMaTto3 bbin BhisBAeH Y 9 naumeH-
T0B. [lepBoe xupypriyeckoe BMeLLaTenscTBo 6bino B Bo3pacTte 2 net y 12 peten (24,5 %). Wcnonb3oBanock KOMOUHMpO-
BaHHOE NleyeHWe: 3HAO0NApUHTeanbHOe yaneHue ManuiioM ropTaHu MUKPOXMPYPrUMYECKUMM MHCTPYMEHTaMW U BBEAEHWE
uHTepdepoHa anbda-2b B nocneonepaumoHHoM nepuoge. U3 49 naumeHToB BbisBNEHbI pyoLoBble U3MeHeHUs Y 16 (32,6 %).
OpHako 29 nauueHToB onepupoBanuch ToNbKO B KiuHKKe CIBITIMY — pybuoBble ocnoxHeHus y Hux coctasunm 20,6 %,
20 naumeHToB obpatunmce B KnnHuky CI6ITIMY nocne neyeHns B Apyrux y4pexneHUAX — NPOLEHT PybLOBbIX OCIOMXHEHNN
y Hux coctasun 50 %. U3 Bcex 49 obcnenoBaHHbIX AeTelt pybLoBble U3MEHEHUS BCTpeyanuch B ronocoBoM otaene y 10 pe-
Ten (62,5 %), B npenaBepun roptain — y 2 petent (12,5 %), B obomx otaenax — y 4 petent (25 %). B nogronocosoM ot-
[Aerne ropTaHu pybLoBbIX M3MeHeHU He BbisiBNeHo. KonnyecTBo onepaumii B rof, y Kaxaoro pebeHka coctasnsnio ot 1 o 7,
a3a 3roga (c 2019 no 2021 r.) poxoauno fo 20.

3akntoyeHue. PybLoBble OCNOXKHEHWS NOC/e XUPYPrUYECKOrO NIeYeHUs PeCnMpaTopHOro NanunjoMaTto3a BCTpevaTcs Ao-
CTaTOYHO YacTo. BbisBNIEHO, YTO NEpBOE XUPYPrUYECKOe SIeYeHWe Yallle NPUXOAMTCA Ha nepeble 3 rofa u3Hu. Boibop xu-
PYPryecKoii TEXHUKM BIMSIET Ha YacToTy pybLOBbIX OCNOXHEHWIA, OAHAKO U3bexaTb WX KpalHe CIOXHO, MOKa CyLLecTByeT
Heobx0AMMOCTb XUPYPrUYECKOTO JIeYeHNs.

KnioueBble cnoBa: pecnupaTopHbIii ManuOMaTos3; CPaBHUTESNbHBIM aHaNW3; BUpYCbl ManunioMbl Yenoseka; BIMY;
pyOLIOBLIE OCIIOXHEHUS; XMPYPrUYECKOe JIeYeHMe.
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Cicatricial complications of respiratory papillomatosis
surgical treatment at the department

of Saint Petershurg State Pediatric Medical University
clinical hospital in 2019-2021

Valery V. Dmitrenko, Pavel V. Pavlov, Vyacheslav A. Verezgov, Maria L. Zakharova,
Dmitry V. Breusenko, Yulia A. Kuryanova, Olga E. Kukushkina, Oksana K. Gorkina

Saint Petersburg State Pediatric Medical University, Saint Petershurg, Russia

ABSTRACT

BACKGROUND: Respiratory papillomatosis requires combined treatment, adjuvant therapy and surgical treatment.
Scarring complications often occur after surgical treatment.

AIM: To determine the frequency of cicatricial complications of surgical treatment of respiratory papillomatosis
in children.

MATERIALS AND METHODS: A retrospective analysis of the medical histories of 49 children who received surgical treat-
ment at the clinic of the Saint Petersburg State Pediatric Medical University for 3 years (from 2019 to 2021) was carried
out. The data obtained were compared with the data of a meta-analysis conducted in 2022.

RESULTS: In the otolaryngological department of Saint Petershurg State Medical University from 2019 to 2021,
49 children aged 1 to 17 years — 25 boys and 24 girls — received surgical treatment. Primary papillomatosis was de-
tected in 9 patients. The first surgical intervention was at the age of 2 years in 12 children (24.5%). Combined treatment
was used: endolaryngeal removal of laryngeal papillomas with microsurgical instruments and administration of inter-
feron alpha-2b in the postoperative period. Of the 49 patients, scarring was detected in 16 (32.6%). However, 29 patients
were operated only at the Saint Petersburg State Medical University clinic — the percentage of cicatricial complications
among them was 20.6%. 20 patients turned to the Saint Petersburg State Medical University clinic after treatment in
other institutions — the percentage of cicatricial complications among them was 50%. Of all 49 children examined,
scarring occurred in the vocal region in 10 children (62.5%), in the larynx — in 2 children (12.5%), in both departments
in 4 children (25%). Scarring changes were not detected in the sub-vocal part of the larynx. The number of operations
per year for each child ranged from 1 to 7, and for 3 years (from 2019 to 2021), the number of operations reached 20.
CONCLUSIONS: Scarring complications after surgical treatment of respiratory papillomatosis are quite common. It was
revealed that the first surgical treatment is more often in the first 3 years of life. The choice of surgical technique affects
the frequency of cicatricial complications, however, it is extremely difficult to avoid cicatricial complications as long as
there is a need for surgical treatment.

Keywords: respiratory papillomatosis; comparative analysis; human papilloma viruses; HPV; scar complications; surgical
treatment.
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OPATVHASTBHBIE CTATBM

AKTYAJIbHOCTb

PecnmpatopHbIn nanunnomato3 — A06poKayecTBeHHas
(unbpoanuTenmanbHas onyxosb, accoLMMpoBaHHas C BUPY-
COM NanuAOMbl YeslOBEKa, Mopaxalolas CnmsucTyto obo-
NOYKY AbIXaTeIbHbIX NYTeH 1 CKITOHHAsA K peLmanBupoBaHuio
nocne ypanexus [6].

B Poccum focToBepHbIX AaHHbIX 0 3abonieBaeMocTy pe-
CNMpaTopHbLIM NanuiaoMaTo3oM HeT [6]. YacTota BcTpeyae-
MOCTU 3a pybexkoM BapbupyeT oT 1 ao 4 Ha 100 000. Pacnpo-
CTPaHEHHOCTb ManunjoMaTo3a roptaHu B 3anagHoM Mupe
oLeHMBaeTcs oT 4 oo 7 cnyyaes Ha 1 MiH yenosek [9, 10].
Kpome Toro, yactota peumavBUpYIOLLEro pecrmpaTopHo-
ro manuioMarto3a oLeHuBaeTcs npuMepHo B 2 Ha 100000
y B3pocnbix 1 4 Ha 100000 y geteit [16]. 3aboneBaHne MoxK-
HO pa3fenuTb Ha B3pOCTble W OBEHUNbHbIE dopMbl. [lebtoT
3aboneBaHus 0bbIYHO B MogpocTKoBoM Bo3pacte (50 %) npu
t0BEHUNIBHON OPME, HO MOXKET BbITh YXKe Ha NepBoM rogy
Xu3Hu. [lebioT Bo B3pocioi hopMe MMeET TEHAEHLMIO K MUKy
B 30-40 net [19].

OcHOBHOE B/IMSIHME Ha pa3BUTWE PECMUPATOPHOrO Manm-
N0MaTo3a 0Ka3sblBatoT 6 M 11 NoATUNOB BUPYCOB NanwUIIOMb
yenoseka (BIMY), Ha ux ponto npuxoamutcs okono 90 % Bcex
cnyyaes [23, 27, 30, 33]. Moatunel BMY 16, 18, 31, 33 Tak
e CBA3aHbl C pecn1paTopHbIM nanunnomarto3oM. Mogtun 11
obnapaet bonee arpeccuBHbIM TEYEHWMEM, MO CPABHEHMIO
C LUECTbIM, 3a CYET YacTblX peuuanBoB 3aboneBanus [22].
Moatunbl 16 1 18 cBA3aHbI C BLICOKMM MOTEHLMANIOM 3/10Ka-
YecTBeHHOI TpaHchopMaLmuu, 0C06EHHO B NIOCKOKNETOUHbIN
paK, KOTopbIii BcTpedaeTca npuMepHo B 1 % cnyyaes [18].

PecnmpatopHbIin nanunnoMatos 0bbI4HO cuMTaeTcs loBe-
HWJbHBIM, TaK KaK OH NpuobpeTaeTca npu poKaeHUn — npu
nepejave oT MaTepu K pebeHKy, B TO BpeMS Kak Hayano pe-
CMMPATOPHOro ManuIIoMaTo3a y B3poc/bIX NaLUEHTOB BO3-
HWKaeT npu nepefade BMY nonosbiM nyTem [34].

KnuHudyeckas KapTuHa OT/iIMYaeTcs B 3aBUCUMOCTU OT
aHaTOMMYeCKOro pacrofoXeHus nanuiioM U aebroTa 3a-
bonesanus. 06LMe KIMHWYECKME MPOSBNEHUS: NpOrpeccy-
pytoLLas ocMMNIoCTb BANOTb A0 adoHMM, CTPULOP, Kallesb,
ofblLLKa. B cBA3M ¢ HecmeumduyecknMm cumnToMamm aebrot
ManuinoMaTo3a MOXeT MacKMpoBaTbCA NOJ OCTPbIA JTapUH-
ruT, 6pOHXMT, BpPOHXMaNBHY acTMyY, UHEKLMIO BEPXHUX Abl-
xaTenibHbIX nyTeii [2, 11, 32].

[lnarHo3 ycTaHaBnuBaeTcs No pesynbTataMm ¢umbpona-
PVHFOCKONWKW, peHTreHorpadum Lwen B HOKOBOM NpoeKuuu,
MPSIMOI NapuHIrocKonmum co B3aTueM buoncuu. Mpn nogo3pe-
HWM Ha NopaKeHNe HUXKHUX AbIXaTesbHbIX MyTel MPOBOAMTCS
peHTreHorpadus u/unm KoMnbloTepHas ToMorpadus opraHoB
rpyaHoi Knetkm [31].

JleueHne pecnupaTopHoro nanunanoMatosa SBASETCA
KOMBUHMPOBAHHBIM — XWUPYPrUYECKOe U afbloBaHTHas Te-
panus. XMpypruyeckoe NieyeHne HaLeNeHo Ha MosiHoe yha-
NeHWe NanuiIoM ropTaHn ¢ MUHUMasbHBIM NMOBPEXAEHUEM
3[10pOBbLIX TKaHEW, C LeSIbl0 MUHUMKU3ALMM PUCKOB pybLie-
BaHua [25]. [Ina Xxvpypruyeckoro neyeHus UCMONb3yTCs
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KaK «XomofiHble» MHCTPYMeHThI, Tak u CO,-nasep [5, 8, 12],
WAT-ronbmueBbIi nasep [1, 5], paanoyacToTHas «xonogHas»
abnaumsa [5, 71.

Mocne XupypryecKoro eYeHus NPUMEHSETCS aflbloBaHT-
Haa Tepanus AJ19 YBEJIMHEHUS MEXPELMAMBHOIO nepuoa.
CyLLecTByeT MHOXKECTBO BapuaHTOB afbloBaTHOW Tepanuu,
TaKuX Kak a-uHTepdepoH [5, 12, 15], pubasupuH [15, 20],
aumknosup [5, 24], unpodosup [5, 35], GoToanHamMmyeckas
Tepanus [4, 5, 24], vhpon-3-kapbuHon [5], uenekokcub [35].
OpHaKo y Kawporo mpenapata ecTb CBOW Mo6oYHble feii-
CTBMS, U YHUBEPCA/bHOTO MeTofa NPOTUBOPELMANBHON Te-
panuu noka He paspabotaHo [4, 5, 7, 35].

PybuoBble 0CNOXHEHWs nocnie XUpYpPruyveckoro
neyeHus

Mocne XMpypruyecKoro JieYeHUs pecnMpaTopHOro nanun-
NoMato3a B OTAANIEHHOM Mepuofe Cy4alTCa 0CNOXHEHUA
B BUIe pybLOBbIX CTEHO30B. 3T0 CBA3aHO C HOMbLUMM KOMK-
yecTBOM onepauuii [29]. PybuoBble 0CNOXHEHWS MOTYT BO3-
HWKaTb B BECTUBYNAPHOM OTAeNe, rofIocoBOM M MOAronoco-
BOM OT/iefle ropTaHu B 3aBUCUMOCTM OT PacnpoCTpaHeHHOCTH
nanunnoM. MetaaHanusbl AaHHbIX MCCNEAO0BaHUIA YacToTbl
BCTPEYaeMoCTH pybLOBbIX OCMOXHEHUA NPOU3BOAMIM B 3a-
BMCKMMOCTY OT BbIBOpa XMpyprudeckon Taktukm [3, 16, 17, 291.
31 paHHble pasHaTca. Tak, Mo faHHbIM MeTaaHanu3a [26],
yacToTa OCMOXHeHuit npu ucnonb3oBaHum CO,-nasepa,
KTP-na3epa n Mukpoaebpuaepa y aeteii U B3pocbIX COCTaB-
nana ot 0 po 44,9 %: npu ucnonbsosahun CO,-nasepa —
ot 0 po 40 %, B cpepHeM 16,8 %; npu ucnonb3oBaHUu
KTP-nasepa — ot 0 go 18,75 %, B cpeaHeM 6,9 %; npu uc-
nonb30BaHUM MUKpoaebpuaepa — ot 0 1o 44,9 %, B cpen-
HeM 7,4 %.

Mo A[aHHBIM OfHWMX aBTOPOB, MOCNe MNpUMEHEHUS
CO,-nasepa uvactota ocnoxHeHuit coctasnset 38,10 %,
MpW MCMofb30BaHUM MUKpoaedbpuaepa — 44,9 % [21, 26].
Mpu ncnonb3osanum CO,-nasepa Apyrue asTopbl coobluatoT
0 15,91 % ocnoxuennn [26, 28], 34,8 % ocnoxHenuin [14, 26],
40 % ocnoxHennn [13, 26].

[laHHble TaKke 0YeHb Pas3HATCS B CBA3M C HEM3BECTHbI-
MW MepeMeHHBbIMM, TaKUMM KaK: KOJIMYECTBO MEePEHECEHHbIX
onepavuuiA, MeCTO JIOKanu3aLuW nanunsioM, Bo3pact febioTa
3aboneBaHmMs M YacToTa OnepaTMBHBLIX BMELLATENbCTB.

B 0AHOM peTpocneKTMBHOM aHanuse coobLLalT, 4To
y feTeid, nepeHeclumx bonee 10 onepauwii, Habnopaetcs
bonee BbicOKas yacTota pybuoBbIX 0CNOXHeHWH [26, 29].
[pyrov aBTop B cBOeii paboTe yTBEPXKAAET, YTO B pe3ynbTaTe
ucnons3osanua CO,-nasepa BcTpeyaetca 31,25 % ocnoxHe-
HWI, @ Npu UCMonb3oBaHUM MUKpogebpuaepa — 0 %, u uto
4acToTa OCNOXHEHWUN 3aBMCUT OT UCMONIb3YEMOMN XUpYpriye-
CKOW TEXHWKK, @ He KonmyecTBa onepaumn [17, 26].

Llene — onpepnenuTb 4acToTy PyOLOBLIX OCOKHEHWN
XMPYPrUYecKoro NieyeHns pecrnmpaTopHoro nanunaomarosa
Ha ocHoBe aHanu3a 49 uctopui bonesqu Aeteid, NoNyyaBLLMX
xupyprudeckoe nedenue B KnmHuke CaHkT-leTepbyprekoro
rocyfapCTBEHHbIN MeAUaTPUYECKOro  MeAULMHCKOrOo
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yHusepcuteta (CM6IMIMY) ¢ anarHo3oM «peunanBupyrLLMiA
pecnupaTtopHblii nanunnoMaro3» ¢ 2019 no 2021 r.

MATEPWAJIbI U METOObI

MpoBeneH peTpoCMeKTUBHBIA aHanNM3 UCTOPU 6oNesHH
49 peTen, NonyyaBLUMX XMPYPrUYECKOE JIEYEHWE B KIMHUKE
CNe6rmMy s nepuog c 2019 no 2021 r. Onepauum npoBoau-
NN B YCNOBMAX KOMOMHMPOBAHHOIO HApKO3a, C YCTaHOBKOM
NapUHroCKoNau BU3yanu3aumen Npu NOMOLLM OMepaLmoH-
HOro MUKpOCKona. [lns yaaneHus nanunioM UCnosb30Banu
MVUKPOIapUHTeanbHbIe UHCTPYMEHTbI, TaKXKE NPUMEHSNN MU-
Kpoaebpuaep ¢ napuHreanbHbIM HaKOHEYHWKOM. Beck yaa-
NEHHbI MaTepuan BO BCEX CiyyasxX HanpaBns/M Ha rucTo-
NorUyecKoe uccnefoBanme. B nocneonepaumoHHoM neprose
nMaumMeHTbl NoNydanu uHTepdepoH anbha-2b B cootBeTCTBY-
loLLLen Becy [03UpoBKe. MoyyeHHble pe3ynbTaTbl CPaBHUIMN
C AaHHbIMK NPOBEAEHHOr0 MeTaaHanu3a [26].

PE3Y/IbTATHI

3a nepuog c 2019 no 2021 r. B 0TONAPUHTONOTMHECKOM
otaenennn OB0Y BO CI6IMIMY 6bino npoonepupoBaHo
49 petei ¢ AMArHO30M peLMAMBMPYIOLLMIA ManuUIIoOMaTos
roptaHu. Bospact ot 1 roga po 17 net, cpeaHwii Bospact
8,5 ner.

13 49 peten, nocTynmBLLMX Ha oTAeneHue, 9 bbinm ¢ nep-
BMYHbLIM ManuIoMaTo3oM roptaHu, 40 geTeit — c ycTaHOB-
NEHHbIM paHee AMarHo30M «peLVAVBUPYIOLLMA NanuiioMa-
T03 ropTaHu». HekoTopble U3 HUX MOAyYanu Xmpypruyeckoe
neyeHne B Jpyrux cTaumoHapax Poccum unm 3a pybexom,
cpeoy nocnefHUX — 5 YesoBEK C HaNOXeHHOW paHee
TPaxeoCTOMOW, U3 KOTOPbIX 2 BbIM HaMK [LEKaHIONIMPOBAHI.

Bcero ¢ 2019 no 2021 r. BbinonHeHo 165 onepauuii no
3HA0NapUHreanbHOMY YAaNeHUo NanunaoM ropTaqu (8 page
C/ly4aeB 3a OJHY rOCMMTaNM3aUMI0 MauMeHT bbin npoonepu-
poBaH ABaX[bl, B CBA3N C 6OMbLIMM 06BEMOM MOpaXeHMs,
C LieNIbl0 CHUMKEHMS PUCKOB PYOLIOBBIX MOCNE0NepaLmnoHHbIX
OCJIOXKHEHMUIA).

lepBas rocnuTanusauus Ha OTAeNeHWe U MepBoe one-
paTMBHOE JleyeHWe NpUXOAMNOCh Ha Bo3pacT Ao 3 net
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BKJtounTeNbHO B 55,1 % cnyyaes, Haubonee yacTo B BO3-
pacte 2 net (24,5 %) (puc. 1).

OnepaTBHOEe BMELLATENLCTBO MPOBOAMAOCH MOJ Ha-
30¢papuHreanbHbIM HapKo30M MpU CaMOCTOSTESIBHOM [iblXa-
HWW, B BOMBLUMHCTBE CNy4aeB ANS YAaneHUs NanuiaoM Mol
MCMONb30BaNN «XOMI0AHbIE» MUKPOMHCTPYMEHTLI, FOPTaHHYH0
HacagKy Mukpopebpuaepa. Cnyyaes passutus mocneonepa-
LIMOHHOTO CTEHO3a ropTaHu, TpebyHoLLEero HanoXeHUs Tpaxeo-
CTOMBI, Y NMaLMEHTOB, MOMYYaBLUNX XWUPYPrUYecKoe neyeHue
B kimHuKe CMNGITIMY, He 6bino. C Lenbto yBennyeHns CpoKoB
MEX[y peunavBamm 3ab0neBaHms B NOCNE0NEPaLMOHHOM ne-
PUOAE NaLMeHTbl Monyyanu uHTepdepoH anbda-2b. Yactota
onepauwii 3a 1 rog Ha ofHoro pebeHka coctaBnana ot 1 go 7.
B nepuog, ¢ 2019 no 2021 r. KonmyecTBO OMepaLyi Y 0LHOM0
pebeHka coctaensano ot 1 (39 %) go 20 (2 %) (puc. 2). OpHako
Haw nepuof HabnipeHus coBnan ¢ naHpeMuen KopoHaBU-
PYCHOW MH(EKLMM, B CBA3M C YEM MHOTME MaLMEHTbI 3aTAru-
Bau JieYeHre U obpallanuck B apyrye CTauyoHapl.

B knunuke CIGITIMY u3 49 peteii pybLoBble M3MeHEHUS
Obinu BbisBNEHbl Y 16, uTo cocTaBnseT 32,6 %. Y 10 petent
B NaToforMyeckuin mpouecc 6bii BOBMEUEH TONBKO FOMI0-
COBOM OTAEN ropTaHu, y 2 [eTe — MNpefABEpUe ropTaHu,
y 4 peted — HeckonbKo oTaenoB (puc. 3). PybuoBbix u3-
MEHEHW B MOArOJIOCOBOM OTAefe BbiSIBAEHO He 6bino.
Y 29 neteii u3 49, KoTopble ONEPUPOBANMCh TOJBKO B KIMHUKE
CM6IMMY, npoueHT pybuoBbix ocnoxHenui coctasun 20,6 %,
y 20 60/bHbIX, 06paTUBLLMXCA B KJIMHWKY OTOSIAPMHIONIOMMK
CM6ITIMY nocne neyeHns B ApYrux yYpexaeHnsX, NpOLEHT
pybLoBbIX ocnoxHeHWN, coctaun 50 % (cM. Tabamuy).

OBCYXOEHWUE

[lna neyeHns nauMeHTOB C PecnupaTopHbIM Manuno-
MaTo30M HeT CreuupuYeckon Tepanuu, AN yNyylleHus
KayecTBa XM3HM MCMONb3YeTCA XMPYPruyecKoe neyeHue
1 nNpoTMBOpeuMaMBHas Tepanus. YactoTa onepaumii, Bepo-
ATHO, BNMSIET Ha NosiBNeHMe PybLIOBbIX U3MEHEHWI B FrOPTaHW.
Yem Borblie onepauuit, TeM Bbille BEPOATHOCTb PybLIOBbIX
OC/IOXHEHWUH, XOTA C [aHHbIM YTBEPXAEHWEM COrNacHbl He
BCe aBTOPbI. Bblbop XMPYpruyecKoi TeXHUKKU BAMSIET Ha Mo-
siBneHns pybua. Cpeay naumeHToB, 06paTUBLUMXCA B KIMHUKY

4 5 6 7 8 9 10 13 17
Bospacr, net / Age, years

Puc. 1. MepBoe xupypruyeckoe ieyeHure no NoBOAY PeCnMpaTopHOro NanunaoMatosa y feteii
Fig. 1. The first surgical treatment for respiratory papillomatosis in children
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Puc. 2. Konnyectso onepauuii no NoBoAy pecnupaTopHOro nanunioMarosa, KoTopble notpeboBanvcb 0AHOMY NauueHTy 3a 3 roga
Fig. 2. The number of surgeries for respiratory papillomatosis that one patient required in 3 years

Tabnuua. CpaBHeHWe KonMYeCcTBa PYOLIOBLIX OC/IOMHEHWIA Y AeTeN, OnepupoBaHHbIX TONbKO B KnHUKe CIIBITIMY, u feteii, obpatuBLumMxcs
B KiMHUKyY CT6ITIMY nocne apyrux yupexaeHuid, B 3aBUCUMOCTM OT MPUMEHSIEMbIX XUPYPrUYECKUX MHCTPYMEHTOB

Table. Comparison of the number of cicatricial complications in children operated only in the clinic of St. Petersburg State Medical University
and children who applied to the clinic of St. Petersburg State Medical University after other institutions, depending on surgical instruments

pynna 1 (onepupoBannch ToSLKO pynna 2 (onepupoBanuck B KuHuke CII6IMTIMY
B KnHuke CI6IMMY) / nocne Apyrux yupeaeHuii) /
Group 1 (operated only in the clinic Group 1 (operated in the clinic of Saint Petersburg

BapuaHT xupypruueckoro neyetus /

Surgical tools of Saint Petersburg State Medical University) | State Medical University after other institutions)

KOMMYeCTBO NauueHToB / BO3HMK pybew, / KOMMYECTBO NaLueHToB / BO3HMK pybeL, /

number of patients a scar appeared number of patients a scar appeared
Mukpolumnus / Micro-forceps 24 3 13 5
Mukpopebpunep / Microdebrider 1 - - -
Jlazep / Laser - - - -
Jlasep + MUKDOLLMNLI / 1 1 5 4
Laser + Micro-forceps
Mukpowmnupl, wevisep / 1 _ _ B
Micro-forceps, shaver
Mlepouermnep + LWMNUbI / _ _ 9 1
Microdebrider + Micro-forceps
LLlensep, MUKpOLLMNLLI, N1a3ep / 9 9 _ _
Shaver, Micro-forceps, laser
Bcero / In total 29 6 (20,6 %) 20 10 (50 %)

C6ITIMY, onepupoBaHHbLIX C MCMOJb30BaHWEM Jla3epa, Ya-
cToTa pybLOBBIX OCMOKHEHWIA BbILLE, YEM NPW UCMONb30BaHUM
«XOJTOZHbIX» MHCTPYMEHTOB, MO AaHHbIM ApYrX aBTOpOB MpU melﬁ*t‘::)’;:*é%g;ﬂ?g;é
1CMONb30BaHUM J1a3epa YacToTa PybLOBbIX OCIOMHEHWI [LOX0-

amt 0o 38,5 %. CTouT oTMeTUTb, YT B 3aBUCMMOCTM OT BUAA
nasepa, YacToTa pybLOBbIX OCOXKHEHMIA pasHuTcs. OfHaKo ans
MOJTHOTO NOHUMaHWsA HeobX0MM aHanM3 AaHHbIX 60MbLLEro Ko-

Tonocosoit otaen /
Vocal part of the larynx

25,00 % 62,50 %

JIN4ECTBa NALMEHTOB U Y4eT Apyrnx GaKTopoB, TaKMX KaK JIoKa- Mpeasepve
N13aums, pacrpoCTpaHEHHOCTb NPOLIeCCa, Hanmymue MHTybaLmii Ve;(:m:moé
B aHaMHe3e, Hanmyme TPaxeocToMbl, YacToTa peLvavBoB. the larynx

PY6L|,0BI:IE 0CJI0XXHEHUA nocne X1upypru4yeckoro sie4yeHua
pecnupaTtopHoro nanuajioMarto3a BCTpPe4akTCAa A0CTAaTO4HO
yacro. BbisiBneHo, uto rnepBoe Xupypruyeckoe nie4yeHue 4atle
NpuUxoauTCa Ha nepsble 3 roga XusHu. Bbl60p Xupyprude-

CKOM TEXHUKW BAMSET Ha yactory pyﬁLLOBbIX OCJ'IO)I{HEHVIVI, JNOKanM3auun nocnie XMpypru4yeckoro sevyeHua pecnupaTopHoOro
nanunioMaro3sa

O/iHaKO M3bexaTb pybLOBLIX OCTIOMHEHUA KpalHe COXHO,  Fig. 3. The ratio of scar complications in the larynx by localiza-
MOKa CyLlecTByeT HE0OX0AMMOCTb XMPYPrUYecKoro feyeHust.  tion after surgical treatment of respiratory papillomatosis

Puc. 3. CooTHoweHWe pybLOBLIX OCMOXHEHWA B FOpTaHu no
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BbiBOAbl

1. U3 49 peten, nponeyeHHbIX B OTOIAPUHIOSIOTMYECKOM
otneneHun CI6ITIMY, pybuoBble 0CNOXHEHUS BbISIB/IEHbI
y 16 (32,6 %).

2. U3 29 peteit, nonly4aBLUMX JieYEHME TONTBKO B KITMHUKE
CN6ITIMY, pybuoBble ocnoxHeHus BbisiBnieHbl Y 6 (20,6 %).
M3 20 peten, obpatmBmxcs B KauHuky CI6IMTIMY nocne
APYTUX yUpexaeHWN, pybLoBble 0CN0XKHeHUS BbisiBieHbl Y 10
(50 %). MonyyeHHble pe3ynbTaTbl CONOCTABUMbI C AaHHBIMU
3apybexHoii nutepatypbl (0-44,9 %)

3. Mpyn Mcnonb30BaHNUM TONBKO «XONOAHBIX» MHCTPYMEH-
TOB U3 24 peTeli pybLoBble OCNOXHEHWSA ObiN BbISBEHDI
y3(12,5%).
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CucteMa «MaTpUKCHble METaionpoTenHasbl/
MHrMeUTOpPbLI» B OLeHKe 3¢(PEeKTUBHOCTU NleveHus
3KcnepuMeHTaNbHoro HedpoTybepkynesa

CO MHO)XeCTBEHHOM JIeKapCTBEHHOU YCTOMYMBOCTbIO
Bo36yautens

0.C. 3cmepnsesa ', H.MN. Anexceesa?, M.E. [ibaxosa !, A.H. MypaBbes ',
B.M. Apuans ', T.). Bunorpaposa’

! CaHKT-TeTepbypreKuii rocy1apcTBeHHbIN NenaTpUuecKuin MeIMUMHCKII yHuBepcuTeT, CaHkT-Metepbypr, Poccus;
2 Caukr-Metepbyprckmit rocynapcTBenHbii yHusepeuTer, CaukT-etepbypr, Poccus

AHHOTALNA

AxtyanbHocTb. HedpoTybepKynes xapakTepusyeTcs HaKomnjeHueM OefIKOB BHEKIETOYHOr0 MaTpUKCa, perynsums KOTopbIX
OCYLLECTB/ISIETCA MAaTPUKCHBIMU MeTannonpoTenHasamu (MMI).

Llenb — u3yuntb AMHaMUKy nokasatenein cucteMbl MMIT/MHMMOMTOPBI KPOBW B EYEHUM 3KCMEPUMEHTaNIbHOMO HedpoTybep-
Kynesa ¢ NPUMEeHEHNEM Me3eHXUMHBIX CTBOJIOBbIX KIIETOK.

Marepuanel u Metoapl. Cpean 20 KponuKoB ¢ HedpoTybepKyne3oM, Bbi3BaHHBIM LWTaMMoM Mycobacterium tuberculosis,
1-10 rpynny cOCTaBUAM HeNeYeHHbIE KUBOTHBIE; 2-10 rpynny — nofyyaBluKMe NpOTUBOTYOEpKyNe3Hyto Tepanuio; 3-t0 rpyn-
ny — ¢ NpoTMBOTYOEpKYNe3HOW Tepanuell U Me3eHXUMHbIMU CTBOJIOBbIMU KieTKamu. Passutue HedpoTybepkynesa nog-
TBEPKAANM peakumen ¢ [uackuutectoM®. B cbiBOPOTKE KpoBM MCXOAHO, Yepe3 2,5 1 21 Hep. onpegensnu yposHu MMI
(MMI1-1,-9), ux TkaHeBoro uHrnbutopa — TUMII-1, umctatnHa C, KpeaTuHWHa, anbbyMUHa, LepynoniasMuHa, HenTpoduib-
HOW 3/1acTasbl U afieHo3UHAe3aMKUHa3bl. [poBefieHo rucTonornyeckoe MccnefoBanne noyeK. [lng cratuctuyeckoro aHanmsa
1Cnosib30Banu nakeT nporpamm Statistica 7.0.

Pesynbtathl. Hannuue cneunduyeckoro BocnaneHus B noyKax Yepes 2,5 Hefl. BO BCEX rpynnax NOATBEPHAanoch NoBbILLe-
HUAMY YPOBHEN HEMTPODUILHOM 3M1acTasbl U LEPYNONaa3MUHa U CHUXKEHUEM MAcChl Tefla XKUBOTHbIX, HO He COMPOBOXAaNoch
u3MeHeHusMK ypoBHeit MMI1-1,-9, TUMI-1, umctatHa C v kpeatuHuHa. K 21-i Hegene nocne 3apaxeHus BO BCeX rpynnax
COXpaHANCA NOBbILUEHHbIN YPOBEHb afleHO3MHAE3aMMHA3bI, HEUTPO(UILHOI 3M1acTasbl M KPeaTUHMHA, @ KOHLIEHTpaLuK Lepy-
nonnasMmuHa 1 anbbyMmHa HopManusoBanuck. TonbKo B rpynne 1 6biin oTMeyeHbl Bbicokve ypoBHWM MMI-9 u unctatuia C,
0Yaru cneuMpuYecKoro BocnaneHus U OTYETIMBO BbIPaXEHHbIE U3MEHEHMUs KITybouKoB. Paznuumns Mexay 3-# u 2-1 rpynna-
MW Dbl CBA3aHbI C 00J1e€ HU3KUMU 3HAYEHWAMU MOLLAAM MHTEPCTMLMANbHOMO Grbposa 1 KonnareHa (p = 0,03). MonyyeHa
OMCKPUMUHAHTHas QYHKLMSA, 0CHOBaHHaA Ha BenuunHax MMI1-1,-9, TUMII-1, HeiTpodunbHo 3nacTasbl, KpeaTuHUHA U Ln-
cTatuHa C, XapaKTepu3yIoLLan 3HauMMble pPasfuumus Mexay TpeMs rpynnamu.

BoiBogbl. 1. HedpoTybepkynes y KponMKOB, 3apaeHHblX WtamMMoM Mycobacterium tuberculosis 5582 reHotuna Beijing,
yepe3 2,5 Hefl. XapaKTepu3oBasnCA MOBbILEHUEM B KPOBW YPOBHEW afeHO3WHAE3aMWHa3bl, HEWTPOQUIBHOW 3nacTasbl,
LiepynoniasMuHa, CHUXEHWEM YPOBHSA anbbyMuHa 1 oTcyTcTBUEM 3MeHeHui MMI1-1,-9 u TUMII-1, KpeaTuHuHa 1 umcTatHa C.
2. MNporpeccupoBakne HedpoTybepKynesa COMpOBOXAANOCh YBEIMYEHMEM B KPOBM KOHLEHTpaLMiA afeHO3MHLEe3aMMUHa-
3bl, HeWTPodMNBHOM 3nactasbl U KpeatTuHuHa, MMI-9 n uucratnHa C, Ho He MMI1-1 u TUMII-1. 3. MNpoTuBoTybEpKynesHas
¥ C NPUMEHEHNEM Me3eHXMUMHbIX CTBOJIOBBIX KIETOK Tepanus HopManusoBana yposHW MMI-9 u uuctatuHa C, Ho He apeHo-
31HAEe3aM1Ha3bl U HenTpodunbHoi anactasbl. 4. Komnnekc us MMI1-1,-9, TUMI-1, HeliTpodunbHOM 3nacTasbl, KpeaTWHWUHA
¥ umcTatnHa C nossonset auddepeHUMpoBaThb rpynMbl C Pa3UYHONA aKTUBHOCTLIO HedpoTybepKynesa.

Kniouesble cnoBa: HedpoTybepKynes; 6enKoBble MapKepbl; MaTPUKCHbIE METasIoNpOTeNHasbl; LMCTATUH C; Me3eHXUMHble
CTBOJI0BbIE KIETKM.
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Matrix metalloproteinaze inchibitors system
and experimental drug-resistant kidney tuberculosis
treatment effectiveness
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Boris M. Ariel !, Tatyana . Vinogradova'

! Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia;
2 Saint Petersburg University, Saint Petersburg, Russia

ABSTRACT

BACKGROUND: Nephrotuberculosis is characterized by the accumulation of extracellular matrix proteins, the regulation
of which is carried out by matrix metal propriets (MMP).

AIM: To study the dynamics of the MMP / inhibitors of the blood in the treatment of experimental nephrotuberculosis
using mesenchymal stem cells (MSC).

MATERIALS AND METHODS: Among the 20 rabbits with nephrotuberculosis caused by the Mycobacterium tuberculosis,
the group 1 compiled by untrue animals; group 2 — with anti-tuberculosis therapy; group 3 — with anti-tuberculo-
sis therapy and mesenchymal stem cells. The development of nephrotuberculosis was confirmed by the reaction with
Diaskintest. In the blood serum, the levels of MMP (MMP-1,-9), their tissue inhibitor-TIMP-1, cystatin C (CC),
creatinine (KR), albumin (AL), ceruloplasmin (CP), neutrophilic elastasis (NE) and adenosin deaminase (ADA) were de-
termined. A histological examination of the kidneys was carried out. Used Statistica 7.0.

RESULTS: The presence of specific inflammation in the kidneys by 2.5 weeks in all groups was confirmed by increased
levels of ADA, CP and a decrease in the body weight of animals, but was not accompanied by changes in the MMP-1,-9,
TIMP-1, CC and KR. By the 21" week after infection in all groups, an increased level of ADA, NE and the KR was pre-
served, and the concentrations of CP and AL were normalized. In group 1 alone, high levels of MMP-9 and CC, foci of
specific inflammation and distinct glomerulus changes were noted. The differences between the groups 3 and 2 were
associated with lower values of the area of interstitial fibrosis and collagen (p = 0.03). A discriminant function based
on the values of the MMP-1,-9, TIMP-1, NE, KR and CC, characterizing significant differences between three groups has
been obtained.

CONCLUSIONS: 1. Nephrotuberculosis in rabbits infected with the Mycobacterium tuberculosis 5582 Beijing genotype,
after 2.5 weeks was characterized by an increase in the blood of ADA, NE, CP and a decrease in AL, and the lack of
changes in the MMP-1,-9 and TIMP-1, KR and CC. 2. The processing of nephrotuberculosis was accompanied by an in-
crease in the blood of concentrations of hell, NE and KR, MMP-9 and CC, but not MMP-1 and TIMP-1. 3. The therapy of
the anti-tuberculosis and mesenchymal stem cells normalized the levels of the MMP-9 and the CC, but not ADA and NE.
4. The complex from MMP-1,-9, TIMP-1, NE, KR and CC, allows you to differentiate groups with different vephrotuber-
culosis activity.

Keywords: nephrotuberculosis; matrix metalloproteinases; cystatin C; mesenchymal stem cells.
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AKTYAJIbHOCTb

Tybepkynes nouek (HeppoTybepkynes) — 310 UHEK-
LiMOHHO-BOCNanuTeNbHoe 3abonieBaHMe Moyek, Bbi3BaHHOE
Mycobacterium tuberculosis. TybepKynesHoe nopaeHue
MOYEN0I0BOM CUCTEMbI 3aHUMAET 0JHY W3 BeAYLLMX NO3NLMIA
B CTPYKTYpe BHENIeroyHbIX NoKanm3aumii Tybepkynesa [10].

OTCyTCTBME BbIPAXKEHHBIX U3MEHEHMA U MHOroobpasue
HecrneumMdUYecKUX KIIMHUYECKWX MpOsBNeHUI 3aboneBaHus
3aTpyAHSET AMarHocTuky Hedpotybepkynesa. MonTepae-
HWe AnarHo3a NpoBOAMTCA MO BbiceBY B Mode M. tuberculosis
(nonoxwreneHo B 30-40 % cnyyaes), pesynbtatam Ny4eBon
OMarHoCTUKY, MPOBOKALMOHHBIM NpobaM U MyHKUMOHHOM
Broncum [1, 4]. B bonblUMHCTBE Cy4aeB YPOBEHb KPeaTUHM-
Ha (KP), KaKk npaBwio, He MOBbILLEH, 4YTO 4eNaeT akTyasnbHbIM
MOMCK MHbIX paHHMX NabopaTopHbIX BenKoBbIX MapKepoB Mo-
BpEXKLEHMA noYeK npu HedpoTybepKynese [8].

TybepKynes noyek xapaKTepusyetcs TybynouHTepCTULM-
anbHbIM GUBPO30M Y rNOMEpYNIOCKIIEPO30M, 00YCNOBNEHHBI-
MM HaKOMNeHWeM DeNKOB BHEKNETOUHOro Matpukca (BKM) [91.
OcHOBHbIMM ~ DWU3MONOTMYECKUMM  PETYNIATOPaMM  TaKoro
HakomneHns BKM cTaHoBATCA MaTpuKCHble MeTanaonpo-
TenHasbl (MMIT). OHn npuHagexar K 60NibLLOMyY CeMelcTBY
NPOTEONUTUYECKMX (hEPMEHTOB, paspyLLAKLLMX pasfMyHbIe
KomnoHeHTbl BKM, a Takke psag cybctpaToB, He BXOASALLMX
B coctaB BKM, BK/ouas curHanbHble MoNeKynbl U MONEKY b
KJIeTOYHOW aare3uun. JKcnpeccus M aktuHocTb MMIN pery-
JIMPYIOTCA HA HECKOJIbKUX YPOBHSAX, BKIIKOYAs TPAHCKPUMLIMIO
EHOB, MOCTTPAHCKPUMLMOHHYID MOAMGOUKALMIO U B3aUMo-
LEeACTBUE C LMPKYIMUPYIOLLMMU UHTUOMTOPaMKM (TKaHeBble
MHIMbUTOpLI MeTansonpoTenHas, TUMI) [12].

PasHoobpasHble noyeyHble 3aboneBaHus BoCmanuTenb-
HOro reHesa, Npu KOTOpbIX NOpaXalTcs KiybouKK, CBA3aHbI
c rnybokum amcbanaHcoM obopota BKM, Korpa covertatotcs
[Ba NPOTMBOMOJIOXKHO HanpaBneHHbIX NaToNOrMYeCKUX Npo-
Liecca: C OJHOW CTOPOHbI, 3T0 HOBOODpa3oBaHMe MaTpUKCa,
XapaKTepHoe [51s pybueBaHus, ¢ Apyroii e — ero gerpa-
Jaums [2].

Mna3MeHHble KoHUeHTpauum MMI-2, MMI-9 n TUMII-1
3HAYMMO W3MEHSAIKOTCA Y MALMEHTOB C MEPBUYHBIM [IOMepy-
noHedpuUTOM, MEMOPAHO3HLIM IIOMepyNoHepPUTOM, Hedpo-
TUYECKUM 3a00/1eBaHNEM C MUHUMANbHBIMUA W3MEHEHUAMH
1 CErMEHTapHbIM [NIOMEPYSPHbIM CKNepo3oM [3].

B obmeHe benkoB BKM yuacteyet u uuctatud C (LIC).
KaK 3HAOreHHbIn MHTMOUTOP LMCTEMHOBBLIX MPOTEWHA3 OH
UrpaeT BaKHYK POfib B KOHTPOSE MX aKTMBHOCTW, @ TaK-
)K€ B MNPOTMBOBMPYCHOW M aAHTUMWKPOBHOW aKTMBHOCTM.
KpoMme Toro, ero paccMaTpuBaloT Kak paHHWN BbICOKO YyB-
CTBUTESIbHBIN U cneum@uyHbIA MapKep (yHKUMK novek [5].
Ero KoHUEHTpaLus, B 0TIMYME OT KpeaTUHUHA, NOYTH He 3a-
BMCUT OT MbILLEYHOI Macckl, Bo3pacTa 1 nona. C noctosH-
HO CKOpOCTbI0 OH CMHTE3MPYETCS BCEMU AAPOCOLEPKALLMN-
MW KJIETKaMM OpraHu3Ma U MosiHOCTbI0 MeTabonusupyercs
B MNOYKax. JutepaTypHble AaHHble 0 XapaKTepe U3MEeHeHWi
MMI u LIC npu HedpoTybepKyne3e oTCYTCTBYHOT.
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B HacTosiee BpeMs aKTMBHO M3y4yaeTcs BO3MOXHOCTb
UCMOJSIb30BaHNA Me3eHXUMHbIX CTBOMOBbIX KineTok (MCK)
B KauecTBe KJIETOYHOW Tepanuu npu pasnmyHbiX 3abonesa-
HUAX, BKJt0Yas MHGEKUMOHHble. MMyHOMoaynupyloLwime
CBOIACTBA U CMOCOOHOCTb 3aMeLlaTb MM BOCCTaHaB/IMBaATb
noBpexaeHHble TKaHu fenawT MCK mpeanbHbIMU KaHau-
JlaTaMu 1)1 IEYEHUS KaK JIer0YHOro, TaK U BHEJIEroYyHoro
Ty6epkynesa [11].

Llens uccnedosaHus — M3y4nTb AMHAMMKY MOKasaTe-
neil CUCTEMbI MATPUKCHbIE METanonpoTenHasbl / WUHMM-
ouTopbl NepudepruyecKoin KpoBM B JIEYEHUM KCMEPUMEH-
TanbHOr0 HepoTyDepKynesa, BKIOYAIOLLEM NMPUMEHEHUE
MCK.

MATEPWUAJIbI U METO/bI

3JKCnepuMeHT BbinoHAM Ha 20 KponuKax-camuax no-
poabl WMHIWIMAMA Macco 3543,45 + 264,47 r (nonyyeHbl U3
OTYN «MuTOMHUK NabopaTopHbIX XMBOTHLIX “Pannonoso’»
OIBY «HaumoHanbHbIl LeHTp “KypyaToBCKUIA MHCTUTYT »).
YMBOTHBIX cofiep»Kanu B yCNoBUAX CepTUGULMPOBAHHOTO BY-
Bapus Ha 6ase OIBY «CM6 HAN®» Munappasa Poccum B co-
0TBETCTBMM C EBpOMencKoi KoHBeHLMel No 3aluuTe No3Bo-
HOYHBIX JXMBOTHBIX, MCMOJSIb3YEMbIX A1l IKCTIEPUMEHTAbHbIX
M MHbIX Hay4HbIx Leneii (Ctpacbypr, 1986). MoaenupoBaHme
HedpoTybepKynesa ocyLecTBAANM N0 paHee pa3paboTaHHoM
MeToAMKe * C UCMOJb30BaHWEM CYCMEH3UM KIMHWUYECKOTO
wramma Mycobacterium tuberculosis 5582 reHotuna Beijing
CO MHOKECTBEHHO JIeKapCTBEHHOM YCTOMYMBOCTbIO (M3 KON~
nekummn OIBY «CMN6 HUN®» MuHsgpasa Poccum) BTopoiA re-
Hepauuw, KOTopyto BBOLWM NOJ, yNIbTPa3BYKOBLIM KOHTPOJEM
B KOPKOBBbIW CJIOI MapeHXMMbl HUXHEro NoJlkoca neBol noy-
ku B gose 10° KOE/0,2 mn 0,9 % pacTsopa HaTpua xsopuaa.
CocTosTenbHOCTL Moaenn HedpoTybepKynesa noaTBepKaa-
JI C NOMOLLbH peaKLyMmM r1nepyyBCTBUTENBHOCTH 3aMef/eH-
HOro TUNa C PeKOMOMHAHTHBIM TybepKyne3HbIM annepreHoM
Ivnackuntect® (leHepuyM, Mocksa, Poccus).

B akcnepuMeHTe yyacTBOBanM TpW TpynMbl KUBOTHBIX:
rpynna 1 — 3apaxKeHHble HeNleyeHHble; rpynna 2 — 3a-
PaXEHHble KMBOTHbIE, MoNyyaBlwiMe B TeueHne 18,5 Hep.
nepopasnbHO afieKBaTHYK NPOTMBOTYOEPKYNe3Hylo Tepanuio,
BKJ/IIOYatoLLyto 3TambyTon [B po3e 20 Mr/(kr - cyT)], benak-
BUMH (B pose 14 mr/kr — 10 gHeRt, ¢ 11-ro aHs yepes
JeHb B A03€ 7 MI/Kr), TMOYpPeULONMUHOMETUANUPUANHMS
nepxnopart (B8 fose 12 Mr/Kkr), imHesonua (B pose 10 mr/kr);
Kponmkam 3-W rpynnbl yepe3 14,5 Hep. nocne Hava-
na npoTUBOTYBEepKyNe3HOM Tepanuu OJHOKPATHO BBOAM-
NI B YLUHYI0 BEHy CycreH3nio ayTonormuHbix MCK (5 x 107
B 2 M1 docdatHoro bydepa). MCK KocTHoro Mo3ra Kposu-
KOB Mofy4anu MeTofoM acnupauuu. Beigenenne u kynbTu-
BUpOBaHWe ayTonornyHblx MCK BbINOAHANM N0 CTaHAAPTHOM
MeToauke [7].

* MMateHt PO N° 2776130/ 13.07.2022. Mypasbes A.H., Buxorpapo-

Ba T.W., [oroHagse M.3., n gp. Cnocob mMomenupoBanus Tybepkynesa
MOYKM.
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3abop KpoBu Ans BMOXMMMYECKOW OLIEHKM 6enKoBbIX
MapKepoB MPOBOAMAW TPUMAbI: UCXOLHO, Yepe3 2,5 Hep.
Mocfe 3apaXeHus M Mo OKOH4YaHuu Tepanuu (21 Hep.).
B cbiBOpOTKe KpoBU MeToA0M TBepLodasHoro MMMyHobep-
MEHTHOr0 aHann3a onpeAensnm KOHLEHTpaLmMm NoKasartenei
cucteMbl MMIT/unrnbutopsl (MMII-1, -9) u ux TkaHeBOro UH-
rmoutopa-1 (TUMM-1), LULC — ucnonb3ys Habopbl peareHToB
«Cloud-CloneCorp.» cornacHo NpoTOKONy MPOW3BOAMTENS.
OueHKa BOCMaNMUTENIbHOMO OTBETA TaKXKe BKJIKOYaNa aHanus
KOHLeHTpaummn ansbymmHa (AJT) u KpeatuHuHa (KP) Ha aHa-
nu3atope @upMbl Beckman Coulter, KoHueHTpaumio Lepy-
nonnasmuHa (UMN) — metogoM PaBBMHa, aKTMBHOCTbL aje-
Ho3uHae3aMuHasbl (ALLA) [6] M aKTMBHOCTb HeMTPOdUNIBLHON
anacrasbl (H3) — no rmaponmsy cuHTeTMHECKOro cybcTpata napa-
HUTPodeHUn-N-TpeT-byTUnoKcukapboHun-L-ananmna [13].

[lns ructonoryeckoro uccnefo0BaHNsa NoYKM GUKCUpOBa-
nm B 10 % HenTpanbHOM dopManuHe, 3anMBanu B napaguH,
Cpe3bl OKpaLLMBanM reMaToOKCMIIMHOM U 303uHOM. BobisiBne-
HWEe COEeAMHUTENBHOM TKAHM U CTEMEHb €e 3peNnocTH OLEHN-
Baf Ha npenaparax, OKPaLUEeHHbIX TPUXPOMOM No MaccoHy,
LETEeKLMIO KUCIIOTOYCTOMYMBBIX MUKOBaKTepuii NpoBOAMIU
oKpackon no Lunto — HenbceHy, obHapyxeHue xenesa —
B peakum lepnca.

[lns cTaTucTyeckoro aHanu3a UCMosb30Bany NakeT npo-
rpamm Statistica 7.0 (StatSoftinc., CLUA). [laHHble npeacTas-
NeHbl B BUAE MeamaHbl (Me), nepBoro u TpeTbero KBapTu-
nen [@;; @,]. Pa3nnuua B aMHaMMKe noKasatenen B TeYeHUN
HedpoTybepKynesa oueHMBaNM B CTaTUCTUHECKOW MOAENU
AVCMEPCUOHHOTO aHann3a noBTOPHbIX Habnoaennin (ANOVA
RepeatedMeasures). OueHuBanu Take AuddepeHumanbHble
3 deKTbl haKTopoB rpynnbl (CNocobbl feyveHns), hakTopos
BpeMeHM (Tpu TOUKW: Ha4ano 3abonesaHus, 2,5 u 21 Hen.)
U B3auMoOfeNcTBuA 3TUX QakTopoB. [locToBepHOCTb pas-
JIMYMIA CTATUCTUYECKWX MOKa3aTenen OMpejensnm ¢ uc-
nosnb3oBaHueM Kputepus Ouiiepa. [Ins onpepenexus uH-
TerpanbHoro nokasatens ([®) paznuuma Mexay rpynnamu
(ckpbiTas nepemeHHas, Kotopas bbina nonyyeHa yepes uc-
cnegyeMble nepeMeHHble) MPUMEHSNIAch JIMHENHas Mofenb
OMCKPUMWHAHTHOrO aHanusa. [lpoBefeHue MccnefoBaHus
of06peHo HesaBucuMbIM 3TudeckuM KommutetoM OIBY «Cr16
HUN®» Munsppaa Poccum (npoTokon 3acepanust N2 80.3
ot 23.06.2021).

PE3Y/IbTATbI U OBCYXXAEHUE

CornacHo pesynbTaTaM [MUCMEPCUOHHOMO aHanM3a no-
BTOPHbIX HabMIAEHMIA MOXHO BbILENUTb HECKONIBKO Bapy-
aHTOB M3MeHeHWI nokasatenei cucteMbl MMI1/MHrbuTOpLI
¥ MapKepoB BOCMaNUTENIbHOro 0TBETa B X04€ Pa3BUTUS He-
dpoTybepKynesa.

MepBbiit BapUaHT M3MEHEHWUI YCTaHOBIEH ANIS TaKUX Mo-
Kasatenen kak MMI-1 n TUMI-1 (puc. 1, @, b). KoHuek-
TPaumMM 3TUX 6ENKOBLIX MapKEPOB 3HAYMMO He pasnnyanuchb
Mexay rpynnamu (p = 0,46, p = 0,52) 1 He MeHANUCb B X0f€
passutua npouecca (p=0,76, p=0,89) cooTBeTCTBEHHO.
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JddeKTa B3auMoaencTens Gaxtopa rpynnbl U hakTopa Bpe-
MeHu He Habmwopanocs [0,32; 0,13].

Bropoii BapuaHT M3MeHeHMI Bbin yCTAHOBNEH AnA Ta-
KWX MapKepoB BocmanutenbHoro oteeta Kak AJl, AA, LN
1 H3. WX ypoBHM 3HaUMMO He pasfMyanucCb Mexay rpynna-
mu (p = 0,33; 0,33; 0,29; 0,13 coOTBETCTBEHHO), HO MEHAUCD
B Xofe pa3suTMsA npouecca (puc. 1, ¢, d, e, f). YposeHb AJl
yepe3 2,5 Hefl. UCCNEAO0BAHNUA 3HAUMMO MOHM3WICS BO BCEX
Tpex rpynnax (3HauMMocTb pasnmunin no hakTopy BpeMeHU
coctaBuna p = 0,003), Toraa Kak pasnmumii no gpaxTopy rpyn-
nbl (p = 0,26) n adpdexTy nx B3aumopevictems (p = 0,12) ycta-
HOBJIEHO He bbino. Mo OKOHYaHWM 3KcnepUMeHTa B rpynne 1
€ro YpoBeHb BEPHYJICA K UCXOLHLIM 3HAYeHUsM, B rpynne 2
LaXe NpeBbICUST UCXOLHBLIA YPOBEHb, TOrAa KaK B rpynne
¢ MCK ocrancs cHuxeHHbIM. B uenom rpynny MCK otnmyanm
MWHUMarbHbIE KonebaHns KoHLeHTpaumum nokasarens. Ypos-
Hv AZIA (p = 0,003), LM (p = 0,003) n H3 (p = 0,003) 3Haummo
MOBbLILIANNCh Yepe3 2,5 Hef, 0T Hayasia IKCMePUMEHTA U He
CHWXXa/UCb BO BCEX Fpynnax [0 ero oKoH4YaHus. JddekTa
B3aUMOJEeNCTBUA GaKTopa rpynnbl U haKTopa BpeMeHU AN
BCeX Tpex nokasatenen He Habmiopanock (p = 0,52; 0,62;
0,84 cooTBETCTBEHHO).

YuutbiBas cnocobHocte AJA — KntoyeBoro epmeHTa
NnypvHOBOro MeTabonmaMa — BHOCUTb CBOW BKJaf B pas-
BUTWE U MOAJEPIKaHUE UMMYHHOW cucTeMbl, H3 — wurpatb
pofb B AereHepaTMBHbIX 1 BOCMANUTENbHbIX 3aboneBaHusx,
u UMM — yyacTBoBaTh B 0CTPO(a30BbIX PeaKLMsX, NONyYeH-
Hble pe3ynbTaThl MOXHO paccMaTpuBaTb KaK COXpaHeHue
HecneundUYecKoro KOMMOHEHTa BOCMANeHUs K OKOHYa-
HWIO 3KCMepuMeHTa BO Bcex rpynnax. Mamenenus KP bbinn
ofHoHanpaBneHHbl. OTMeyancs ero pocT Bo BCeX rpynnax
(p=0,003).

TpeTuin BapuaHT U3MeHeHWH bbin BbISBNIEH NpW Mccne-
poBaHu MMI1-9 n LIC. KoHueHTpaummn 3tux benkosbix Map-
KEpPOB 3H3UMMO pa3fiNyanMcb MexJy rpynnamu U CpoKamu
uccnepoBaHus. Yepes 2,5 Hefl. 0TMeYanach JMLLb TEHAEHLMS
K NoBblLUeHNo KoHueHTpaumii MMI-9 n LIC Bo Bcex rpyn-
nax (puc. 1, g, h). Ho K 0OKOHYaHMIO 3KCTEpPUMEHTA BEIMYMHBI
noka3artenei nosbicunuck (p < 0,05) y 3apaeHHbIX Hene-
UEHHBbIX KPOJIMKOB, TOTAA KaK B rpynnax C fIeYeHWeM OHM
CHU3WUAMCh MOYTU 0 UCXOLHOrO YpoBHS. Hanbonee Bbicokue
KOHLIEHTpaLuM npoTenHasbl U MHrMbuTopa KaTencuHa oT-
Meyasnch Y 3apaXeHHbIX HeNeYeHHbIX KUBOTHBIX (p = 0,04).
Pasnuuuii 0bonx MapkepoB no daktopy BpeMenu (p = 0,19)
n 3bdekta B3aumoaeicTBuA (aKTopa rpynmnbl U BPEMEHU
ycTaHoBneHo He 6bino (p = 0,18). Bo Bcex Tpex rpynnax »u-
BOTHbIX 0TMeYasics NMpUPOCT Macchl Tena B XoLe JKCnepu-
MeHTa (p = 0,003), Ho ero BesiumHa B rpynne 1 6bina MUHU-
ManbHon (p = 0,02).

Cymmupys pe3ynbTaTbl BUOXMMUYECKOW OLIEHKM MOKa-
3ateneit cucteMbl MMI/MHIMOUTOpPLI, MapKepoB QYHKLUUHK
MoYeK M BOCMANMTENbHON peakuuu yepes 2,5 Hepd. nocne
UHOKYNAUMK M. tuberculosis, MOXHO OTMETUTL CreLytoLLEee.

Habntopanoch 3HauMMoe CHWKEHWe KoHueHTpauuu AJl,
nosbiwenune LM, aktueHoct H3 n ALLA Ha doHe CHUKeHus
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Figure. Levels of inflammatory response indicators at the time from the moment of inoculation of the infection into the left kidney of

the rabbit: at baseline (0), after 2.5 and 21 weeks
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Maccbl Tena #uBoTHbIX (p =0,03). K atoMy cpoky Obinu
MonyyeHbl AaHHbIE O MOMOMUTENBLHOW peakuun Y BCeX
UCCNeAyeMbIX MMBOTHbIX Ha BHYTPUKOXHOE BBEAEHUE
Inackuutecta® (aputemMa pasmepom 27,73 + 0,54 MM), uTo
B COYETaHMM C OMOXMMMYECKUMM MOKasaTensaMu CBUpe-
TeNbCTBYET O Pa3BUTMM CrieLMUUECKOro BOCMANMTENbHOMO
npoLiecca W afleKBaTHOCTU LaHHOM Mogenv HedpoTybepky-
nesa. B 10 e BpeMs M3MeHeHUI KOHLEHTPaLMU MapKepoB
OyHkummn novek (LIC n KP), a Takke nokasatenen cucTeMbl
MMI1/uHrubuTopsl (MMIM-1, -9 u TUMI-1) k 3TOMy cpoKy
eLLe He bbino.

Ha 21-1 Hepene oT Hayana 3KCMepuUMEHTa BO BCEX TPeX
rpynnax BOCManuTeNbHbIA MPOLECC XapaKTepu3oBaJcs coxpa-
HEHWEM BbICOKOW aKTUBHOCTM TaKnX MapKepoB, Kak ALIA n H3,
Torga Kak KoHueHtpauuu LM u AJT BepHynuCb K MCXOAHBIM
3HayeHusM. OfHOMepHbIN CTaTUCTUYECKUIA aHanu3 BhblSBUI
3HauMMble pa3nuumMs Mexay rpynnoi KOHTPONS 3apaeHus
(6e3 neuyenns) u rpynnamu c neveHueM. OHM Bbm cBsA3a-
Hbl ¢ ypoBHaMM MMI-9 u LIC, Ho He KP. Bennumnnbl MMI1-1
1 TUMI-1 He oTnMuanuch Mexay rpynnamu u ot pedepeHT-
HbIX 3Ha4eHMiA. TakMM 00pa3oM, 3HaUMMbIX PasnMuMIn Mexay
2-1 1 3-¥A Tpynnoi H No 6MOXMMMYECKUM MapKepaM Bocnasnm-
TeNbHOro OTBETA, HU N0 MoKa3aTenaM cucteMbl MMI/MHrMon-
TOpbI YCTAHOBJIEHO He 6bINI0, YTO MOCAYXUIO B AaNbHEALLEM,
HeobX0[MMOCTLH0 MOMCKA MHTErpaibHOM NepeMeHHON B BULE
JVCKPUMUHAHTHOM dyHKUMM (ID), no KOTOPO MOXHO ObINo
Obl 0XapaKTep130BaTh 3HAUMMbIE Pa3NNYKA MEXY BCEMM Tpe-
Ms rpynnamu. Cnepyet obpatuTb BHUMaHWe, 4To B coctas 0
BOLL/IM He TONbKO noka3atenu cucteMbl MMI/mHrbuTtopel, Ho
MapKepbl GYHKLMW MOYEK U BOCMANMTENBHOMO OTBETA.

[0 =H3 x 183285,57 + MMI1-1 x 22848,45 — MMI1-9 x
x 44989,18 + TUMI-1 x 197091,42 — KP x 527454,12 +
+ LC x 20227,34.

[® nossonuna otaenmts rpynny 1 ot rpynn 2 (p = 0,012)
u 3 (p = 0,0005), a Takke 2-to rpynny ot 3-i (p = 0,04).

YuBoTHblE ¢ HedpoTybepKyne3oM 6e3 neyeHus MMenu
caMble BbICOKMe moka3atenu [JO, yto cooTBeTCTBYET pocTy
KoHueHTpaumu LIC Ha doHe coxpaHeHust LeCTPYKTUBHBIX W3-
MeHeHWH, cyas no ypoHaM H3, MMII-1, -9 u uHrubutopHoi
3awmtbl B Buge TUMI-1. ConocTaBneHne BuoxMMmueckux
LaHHbIX € MOpPhONOrMYeCKUMM XapaKTepPUCTUKaMU CTPYK-
TYPHOrO CTPOEHWS MapeHXUMbl U CTPOMBbI MOYEK MOKa3ano
WX COrNacoBaHHOCTb. B caMoM Jene, No OKOHYaHMM 3Kcne-
puMeHTa (21-9 Hegens) ToNbKO B 1-M rpynne COXpaHsANMCh
o4aru cneumdUYECKOro BOCMANEHUs C KUCIOTOYCTONYMBbI-
MU MWUKODaKTEpPUAMM, NIOKaNIM30BaHHblE NPEUMYLLECTBEHHO
B MO3roBOM BeluecTBe. B HeKoTOpbIX ciyyasx oyaru Bbl-
ABNANMCb B MOYEYHbIX JI0XaHKaX, MONOCTb KOTOPbIX Bbina
pacLUMpeHa, TaKKe 0TMeyanucb OTYETSIMBO BbIpaXKEHHbIE
U3MeHeHus KNybouKoB. B rpynnax neyenns 6binm BoisBNEHb
TONIbKO KOCBEHHbIE NMPU3HAKY XPOHUYECKOT0 BOCMAIUTESbHO-
ro npouecca B BuAe HecneuuduyecKoin WHTEpPCTULMANBHON
nuMboLmMTapHON MHGUIBLTPALMK.

B rpynnax neyeHns sBHbIX MpU3HaKoB creuuduye-
CKOr0 MOpaXeHus B BUAE [PaHyNeM, 04YaroB HeKposa
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1 MHOUNLTPATOB He 0bHapyeHo. BbisBNEHbI TONBKO Koc-
BEHHble NPU3HaKKM XPOHMYECKOr0 BOCMaNIUTESIbHOro NpoLecca
B BUE HecneumduyecKon MHTEPCTULMANBHON IMMdouuTap-
HOW MHOUNLTPALMM Pa3NINYHON BbIPAXKEHHOCTM.

B 3TM e CpoKu y KponukoB rpynnbl 3 BbisBNEHbI 60-
Nee HU3KMEe 3HAYEHWA MNIOLaAW WHTEpCTMLManbHOro Gu-
bpo3a, nnowaamn KonnareHa B Kope (p = 0,04) no cpasHe-
HWIO C [aHHbIMK 2-1 TPYNMbl, YTO, NMO-BMAMMOMY, CBA3aHO
€ HamvumeM nbpoNNacTUYECKUX UM CKIEPOTUYECKUX UH-
TepCTULManbHbIX U3MeHeHUI. He coBceM 06bsACHUMO Hanm-
ume bonbLUEro KOMMYecTBa KIETOK B KIybouKax He(poHOB
B 3-1 rpynne no cpaBHeHuto ¢ rpynnamn 1 u 2 (p =0,02).
Bo3MoxHo, 3T0 CBA3aHO C IMMQOLMTAPHON UHPUILTPALIMEN.

BbIBOAbl

1. BocnanuTenbHbI OTBET Y KPOJIMKOB, 3apaXeHHbIX
wramMmoM M. tuberculosis 5582 reHotuna Beijing ¢ MJ1Y,
yepes 2,5 Hefl. XapaKTepu30BaCcA MOBbLILIEHWEM B KPOBH
afleHo3MHAEe3aM1Ha3bl, HEMTPOQUIBHOW 3MacTasbl, Liepy-
N0NNa3MMHa U CHUXKEHMEM anbbyMMHA W OTCYTCTBUEM W3-
MEHEHMI KOHLIeHTpaLui NoKasatesien CUcTeMbl MaTPUKCHbIE
MeTannonpoTenHassl / uHruéutopel (MMM-1, -9 n TUMII-1)
1 MapKepoB (YHKUMM MoyeK (KpeaTuHaHa, umctatuHa C).

2. MporpeccupoBanne HedpoTybepKyne3a conpoBoXa-
NOCb YBENUYEHWEM B KPOBW KOHLIEHTPaLMii afleHO3MHLe3a-
MWUHa3bl, HEUTPODUNBbHOM 3nacTasbl U KpeaTuHuHa, MMI1-9
1 umctatuHa C, Ho He MMI1-1 n TUMIT-1.

3. Tepanus MM v ¢ MCK Hopmanu3osana yposHu MMI1-9
1 uuctatuHa C, Ho He afleHO3MHLe3aM1Ha3bl U HeUTPOdUb-
HOM 3nacTassbl.

4. Komnnekc 6enkoBbIX MapKepoB KpOBMW, TaKMX KaK
MMI-1, -9, TUMI-1, HeTpoduMNbHAA 3nacTasa, KpeaTu-
HWH ¥ umctatuH C, nossonseT auddepeHUMpoBaTh rpynmbl
C pPa3/fIMYHON aKTUBHOCTbIO HedpoTybepKynesa.

NONONHUTENBHAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbl BHEC/M CYLLECTBEHHLIN BKMAA
B pa3paboTKy KOHLenuwuu, NpoBeAeHWe WCCiefoBaHUs M Noj-
FOTOBKY CTaTbW, MPOYNM U 000punM duHanNbHYD Bepcuio nepen
nybnaukaumeil.

WUctounuk dmHaHcupoBaHua. WccnepoBaHne BbINONHEHO
B pamKax ['ocyaapcTBeHHOro 3afaHus MuHucTepcTea 3apaBooxpa-
HeHust Poccuitckon Oepepaunm «PaspaboTka v npumeHeHue 6uo-
NIOTMYECKMX U MaTeMaTUYECKUX MOAENEN A1s u3y4eHus Tybepkyrne-
3a pa3nyHbIX foKkanusaumin» (per. N HUOKTP 121112600145-2).

KoHnuKT uHTepecoB. ABTOpbI [eKNapupyloT OTCYTCTBUE SIB-
HbIX W NOTEHUMaNbHbIX KOH(QJIMKTOB MHTEPECOB, CBA3aHHbLIX C Ny-
BnMKaLmeit HacTosILLIEN CTaTbK.
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Anpo6auus HoBOro cnoco6a TpeHUpPOBKHM
CMeLuanucToB ANs OBNlafeHUs TEXHUKOW YPeCKOXKHOM
3HJ,0CKONUYECKOM racTpOCTOMMM B NaJ/IMaTUBHOM
neauaTpum

M.B. laBuyk, B.W. Open, I'.0. baratypus, 0.B. Jlucosckun, M.[1. MpyaHukoBa,

A.B. KocynuH, A.l'. BacunbeBa
CaHKT-[TeTepOyprckuin rocyAapCTBEHHbIN NeAuaTpUYeCKUA MeaMLIMHCKMIA yHuBepcuTeT, CaHkT-TeTepbypr, Poccus

AHHOTALNA

OcHoBHas npobneMa 0byyeHMs AETCKUX XMPYProB M 3HAOCKOMUCTOB METOAMKE BbIMOMHEHWS MyHKLMOHHOW racTpocTOMWM
CBAi3aHa C OTHOCUTE/bHO PeAKMM MpUMEHEHUEM 3TOM OMepauuu y AeTel, YTo B CBOK O4Yepedb 0BYCnoBnMBaeT OTCYTCTBUE
MOCTOSIHHOW KJIMHWYECKOW MPaKTUKY Y CMEeLManicToB, B TO BPEMS KaK YPecKoXHas 3HAocKonuueckas ractpoctomus (H3r)
CYMTaeTCs OMTMMAaNbHBIM METOA0M KOPpeKLmMu aucdarum B nanamatueHomn negmatpuu. MNpeanaraeM HoBbld MeTof, 06yyeHus
cneumanucToB BbinosiHeHuio Y30 y aeTeit. B ycnoBusx skcnepuMeHTanbHo onepaLyoHHON NpoBeAEeHbI OnepaLyi Ha Kponu-
Kax nopojbl WuHWKANA Maccomn 2,5-3,0 Kr ¢ ucnonb3oBaHueM ofHoro GupMeHHoro Habopa ans ycraHoBku Y3l ¢ pasmepoM
Tpy6KuM 15 Fr, Kpome Toro BbINOSHEHa 0JHa OMepaLys C NOMOLLbI0 MHOrOPa30BbIX MHCTPYMEHTOB U KaTeTepa [leuuepa 24 Fr,
yeTbIpe onepaumu ¢ ycTaHoBKoM KaTeTepa lNeuuepa 18 Fr c paspaboTaHHbIM HaKOHEUHWKOM Ans NPOBEAEHUS racTPOCTOMM-
yecKoi Tpybku. [ina dmbporactpockonum Ucnonb3oBaH MMOKMIA 3HLOCKON BHELUHUM AMaMeTpoM 2,8 MM €O CBETOAMOAHBIM
OCBELLEHWNEM U MHTErPUPOBaHHOI CUCTEMON BM3yanu3auuu. B npouecce MHOrOKpaTHOr0 NOBTOPEHMS 0TPaboTaHbl U U3YYeHbl
BCe 3Tanbl onepaumu. pn HanoxeHun Y3I ¢ noMoLLblo 0a4HOPa30BoOro GUpMeHHOro Habopa 1 ¢ noMolLbto KaTeTepa lleuuepa
CO CreLmarnbHOM HacafKoi CyLLECTBEHHOW pasHULIbl B TEXHUKe onepaumm He bbino. B npouecce uccnepoBannsa paspabortaHa
OpUrMHanbHas HapyKHas NpUXKUMHas NNacTUHKa Ans GUKcaLmMM racTpoCTOMMYECKON TpYOKM, KoTopas ycrewuHo npuMeHeHa
ans Katetepos [leuuepa 18 Fr. Pasamepbl KponMKoB N03BONSIOT MCMOMb30BaTh UX AN1S 0bydeHus Bcex atanos Y3l B negmatpum.
OTHoCMTENbHas pefKoCTb CiyyaeB, KOrAa HeobXxoAMMO HanoXuTb ractpocToMy 6onbHOMy pebeHKy, 3aTpydHseT obyde-
Hue cneumnanuctoB Y3I. TeopeTuueckoe obyyeHue He MO3BONSET MOAYYUTb MaHyasbHble HaBbIKW BbIMOHEHWS OMepaLuy.
MHoroKpaTHble onepaLmK Ha JMBOTHBIX NMO3BOMIAKT U3y4MTb BCE €€ 3Tarbl, NPOBECTM PaboTy Mo YNyYLIEHMIO TEXHUKM onepa-
Lmmn 1 paspaboTaTb HOBble ycTpoiicTBa U npucriocobnenmns. Co3aaHHas HapyHas NPUKWUMHAA NNacTUHKA UMEeT KOHCTPYK-
LiMOHHbIE MPENMYLLECTBA MO CPABHEHMIO CO LUTATHBIMKA GUPMEHHbIMU npucnocobneHnaMu n byaeT BoctpeboBaHa B KNMHM-
YECKOM NMpaKTUKe.

KnioueBble cnoBa: racTpocToMus; .U,VICCI)BFVIFI; YpeCKOoXHadA 3HAO0CKONNYeCKaa raCTpoCcToMua; naniMatuBHaa neanaTpusa.
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Testing a new method for training medical
doctors in percutaneous endoscopic gastrostomy
in palliative pediatrics

Maksim V. Gavshchuk, Vasiliy I. Orel, Georgiy 0. Bagaturiya, Oleg V. Lisovskii,
Maria D. Prudnikova, Artem V. Kosulin, Anastasia G. Vasilieva

Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

The main problem in training pediatric surgeons and endoscopists in the technique of performing percutaneous gas-
trostomy is associated with its relatively rare use in children, which in turn leads to a lack of consistent clinical practice
among specialists, while percutaneous endoscopic gastrostomy (PEG) is considered the optimal method for correcting
dysphagia in palliative pediatrics. A new method of training specialists in performing PEG in children is suggested.
In an experimental operating setting, PEG procedures were performed on Chinchilla rabbits weighing 2.5-3.0 kg using
a proprietary PEG placement kit with a 15 Fr tube size. Additionally, one PEG procedure was performed using reusable
instruments and a 24 Fr Pezzer's catheter, and four procedures were carried out with an 18 Fr Pezzer's catheter using
a specially developed tip for gastrostomy tube insertion. Flexible endoscopy with a 2.8 mm outer diameter, LED illumina-
tion, and an integrated visualization system was used for fibrogastroscopy. All stages of the procedure were practiced
and studied through repeated repetitions. There was no significant difference in the technique of the procedure when
applying PEG using a disposable proprietary kit versus using a Pezzer’s catheter with a special attachment. During the
study, an original external fixation plate for securing the gastrostomy tube was developed and successfully used for
18 Fr Pezzer's catheters. The size of the rabbits allows for training in all stages of PEG in pediatrics. The relative rarity
of cases requiring gastrostomy in sick children hinders the training of PEG specialists. Theoretical training alone does
not allow for acquiring the manual skills required to perform the procedure. Repeated performance of the procedure on
animals enables the study of all stages of the operation, facilitates improvement of the technique, and the development
of new devices and adaptations. The developed external fixation plate offers structural advantages compared to stan-
dard proprietary devices and will be in demand in clinical practice.

Keywords: gastrostomy; dysphagia; percutaneous endoscopic gastrostomy; palliative pediatrics.
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OPATVHASTBHBIE CTATBM

UpecKoxHas 3HA0CKonMYecKas ractpoctomus (43r) pas-
paboTtaHa getckum xupyproM M.W. Gauderer u angocKonu-
ctoM J.L. Ponsky [8]. C MoMeHTa nepBoro npoBeseHus 3Toi
onepaumn B 1979 r. KONMYECTBO BbLIMOJIHEHHLIX MO 3TOM
METOAMKE racTPOCTOM MOCTOSIHHO yBenuumBaetca [4, 7].
B Hactosiwee Bpems Y3l cumTaeTcs onTMManbHbIM MeTo-
[0M KoppeKumn gucharum B naniuaTMBHONA NeanaTpum npu
HaNM4YMU NPOXOLMMOCTM BEPXHWUX OTAENIOB MULLEBApUTENb-
HOro TpaKTa, 4To 00YC/IOBNEHO MeHblUei TPaBMaTU4HO-
CTbIO U [IMTENbHOCTLH) OMepaLym Mo CpaBHEHWUIO C Tpaau-
LIMOHHBIMM CrocobamMu racTpocToMMUM Yepes NanapoToMuIo
[2,6,9].

06y4eHune 3HLOCKOMUCTOB M AETCKUX XWUPYProB Hamno-
eHuto Y3l y peTen B KIIMHWYECKON MPaKTUKE 3aTpyAHEHO
13-3a OTHOCUTENBHO HEBOBLLIOr0 KONIMYECTBa CIly4aeB, Kor-
[a pebeHKy Heobxoauma ractpoctoMma. Mo paHHbIM CaHKT-
MeTepbyprckoro TepputopuanbHoro doHpa obs3aTenbHo-
ro MeaMumHckoro ctpaxoBaHus (OMC) B nepuog, ¢ sHBaps
2015 r. no Hosbpb 2020 r. K onnate B cucteMe OMC BhicTaB-
neHbl Bcero 108 cnyyaes HanoxeHus Y3l naumeHTaM B BO3-
pacte go 18 net, u3 HUX 57 cny4yaeB y NauMeHToB [0 4 neT
[1, 3, 5].

CyLLecTBYIOT MCKYCCTBEHHbIE CUMYNIATOPBI A1S 0TpaboTky
MaHyabHbIX HaBbIKOB BbinonHeHusa Y3l [7], Ho cuHTeTUYe-
CKWe MaTepumanbl MaHeKeHa He MOryT B MOJIHOW Mepe Co0T-
BETCTBOBATb XMBbIM TKaHAIM NMaLMeHTa.

lMoaToMy Ha Kadenpe obLLeit MeAULMHCKOIM NPaKTUKK CO-
BMECTHO C Kadeapoi onepaTUBHOM XMpyprum 1 Tonorpadu-
yeckoi aHaToMum uM. npod. ®.W. Banbkepa B pamkax pabo-
Tbl 3KCMEpUMEHTasbHOI Nabopatopuu pelleHo paspaboTaTtb
1 onpobosatb Y3l Ha KponmMKax, MOCKOMbKY pa3Mepbl 1 Npo-
MopLMM KPOJIMKOB, a TaKIKe CTPOEHUE WX XenyaKa Hambonee
O1M3KM K napaMeTpaM LeTen.

Wcnonb3oBaHue MMNOPTHBIX 04HOPa30BbIX HabopoB Ans
Y3l 3HauuTenbHo noBbiwaet cebectoMMocTb 06yyeHus,

Puc. 1. VIMNopTHbIA 0fHOpPa30BbIA Habop AJ1A YCTAHOBKM Ype-
CKOXXHOM 3HAOCKOMMYECKOI racTpOCTOMUM C pasMepoM TpyOKM
15 Fr

Fig. 1. Imported disposable percutaneous endoscopic gastros-
tomy insertion kit with tube size 15 Fr
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noatoMy LienecoobpasHo NpUMeHeHUe aHanoroB Heobxoau-
MbIX pacxoAHbIx MaTepuanos. Hanpumep, BO3MOXHO MCNOSb-
30BaHWe MHOropa3oBbIX MHCTPYMEHTOB W KaTeTepoB [leuuepa
CO CreumanbHol HacafKowW, KOTOpbIe MOTYT 3aMeHUTb OfiHO-
pa3oBble Habopbl 4518 Y3l 1 yMeHbLLUTL cebecTouMocTb cu-
MyNSILMOHHOTO 0by4eHus [3].

Y3l BBINOMHSANM B YCNOBUSX IKCMIEPUMEHTAIbHON OMnepa-
LIMOHHOM Ha KPOJIMKaX MOpoJbl WKHLLMANA Maccor 2,5—-3,0 Kr.
WccnepoBaHne 0p06peHO NIOKanbHbIM 3TUYECKUM KO-
muteTtoM CI6ITIMY. Bce MaHunynauum npoBOAMNUCH
B CTPOrOM COOTBETCTBMM C MONOXEHUAMU «EBponelickoil
KOHBEHLMW 0 3alLMTe MO3BOHOYHbLIX XXUBOTHBIX, UCMOMb-
3yeMbIX A5 IKCNEPUMEHTOB UM B UHBIX HAYYHBIX LiEnsx»
(Ctpacbypr, 1986).

Wcnonb3oBanu OAWMH WMMMOPTHLIA OLHOPA30BLIM Ha-
bop s yctaHoBku Y3l ¢ pasmepoM Tpybkm 15 Fr (puc. 1).
KpoMe Toro, BbinonHeHa ogHa onepaums Y3l ¢ momo-
b0 MHOrOpPasoBbIX WHCTPYMEHTOB U KaTeTepa [leuuepa
24 Fr v yeTblpe onepaumn ¢ ycTaHOBKOW KaTeTepa [leuue-
pa 18 Fr ¢ pa3paboTaHHbIM HaKOHEYHWKOM LA NpoBene-
HWs racTpocToMmyeckon Tpyoku (nateHt RU N2 2669483C1)
(puc. 2).

[inga BbINoNHeHNs GUbpOracTpoCKONMUM UCMoNb30BaH rmb-
KW 3HLOCKON BHELUHWM AuameTpoM 2,8 MM o CBETOAMOS-
HbIM OCBELLEHNEM W MHTErPUPOBaHHOM CUCTEMOM BU3yanu3a-
umm (LithoVue, Boston Scientific, CLLIA).

Kponukn He nonyyanu mvwly 3a 8 4 go onepaumu.
BmeLuaTenbCcTBO NPOBOAMNM MOJ, SHAOTpaxeasbHbIM CeBO-
(ntopaHoBLIM HapKo3oM. oz, HapKO30M YcTaHaBAMBaNM 30HS,
B XKENyJOK, 3BaKyupoBanu cogepxkumoe. BoinonHsnack ¢u-
BporacTpockonus, ¢ NoMoLLb0 ArahaHOCKONMKM Ha NepeLHeEN
OpIOLLHON CTeHKe BblOMpanu TOUKY AAS racTpOCTOMMM, AN
MHOWNLTPALMOHHON aHecTe3un ucnonb3oBanu 2 % pacTsop
nmpaoKauHa B fo3e 1,0 MN 1 ocyLLecTBAANM NYHKLUMIO Nepea-
Hel OpIOLLHON CTEHKW W CTeHKM Xenyaka. log KoHTponem

Puc. 2. Katetep Meuuepa c pa3paboTaHHbIM HaKOHEYHM-
KOM [nsi NpoBeAEeHWs racTpocToMuyeckon Tpybku (mateHt RU
N® 2669483 C1)

Fig. 2. Pezzer's catheter with a developed tip for passing a gas-
trostomy tube (patent RU No. 2669483 C1)
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3HJOCKOMMM Yepe3 MpOCBET Wrbl B MPOCBET XenyaKa
BBOAWUNW MPOBOLHUK (puc. 3), KOTOpbIV 3axBaTbiBanu bu-
ONCUAHBIMA LUMNLAMKM W BbITATMBaNM Yepe3 poT Hapyxy.
K npoBoAHuKy ¢uKcupoBanu racTpocToMuyecKyto Tpyb-
Ky M MpoTArMBanM 3a MPOBOLHUMK Yepe3 poT, MULLEBOA,
nepejHIol0 CTEHKY JKefyAKa M nepefHion OpioLHylo CTeH-
Ky L0 ynopa BHYTPEHHel MPWXWMHOM MAACTUHKM TPYOKu
(puc. 4).

3aTeM HaKOHEYHWK Ha TpybKe oTpe3anu W ycTaHaBnMBanu
HapYXHY'0 NPUKMMHYI0 NnacTuHy. [ocne 3Toro BINOAHANACH
(nbporacTpockonus S KOHTPONIS PacnosoXeHUs racTpo-
CTOMUYECKOMN TPYOKU C BHYTPEHHEN NPUIKMMHON NAACTUHKON
(puc. 5). [anee ycraHaBnuMBanu BHelHMe npucnocobne-
HWA — 3aXKUM 1 NpobKy (puc. 6, 7).

Ha Kponuka HageBanu cneumanbHblii 6aHpax, npo-
Bynanv v Bo3Bpallany B BUBapuii. [TuTaHue npoBoauMnoCh

¥ O

Puc. 3. BeeneHue npoBoAHMKa Yepe3 MpoOCBET Wbl
B MOJIOCTb XeJyAKa NOL KOHTPOIEM racTpoCcKonuu
Fig. 3. The introduction of a guide through the lu-
men of the needle into the stomach cavity under the
control of gastroscopy

Puc. 5. 3HJOCKONMYECKUN KOHTpOMb CTO-
SHWUA BHYTPEHHE! NPUXMUMHON NNACTUHKM
(upMeHHas racTpocToMuyeckas Tpybka
15 Fr)

Fig. 5. Endoscopic control of standing of
the internal pressure plate (branded gas-
trostomy tube 15 Fr)

HUMW YTPONCTBaMM
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€CTeCTBEHHbIM MyTeM, Yepe3 racTpocToMy 3 pasa B ieHb BBO-
aunv Bogy. lepBbii KpoNivK, KOTOpoMy BbinosiHeHa Y3l dup-
MeHHbIM HabopoMm 15 Fr, ymep B nepBble CyTKU Noche onepa-
Lyu. MNpu natonoroaHaToMMYeCKoOM MCCNef0BaHNM BbISIBIIEHO
PacXOXOeHWe CTEHKY KenyKa 1 nepeaHei bpIoLLHON CTEHKH
B 06/1aCTH racTpOCTOMBI, HO SIBJIEHWN MEPUTOHMTA He Bbino.
Bropomy Kponnky HanoxeHa Y3l ¢ ucnonb3oBaHueM B Ka-
YecTBe racTPOCTOMUYECKOW TpybKM KaTeTepa MMeuuepa 24 Fr
CO crewumanbHon HacafKol. [lameTp KateTepa obycnosneH
pa3MepaMu UMEeBLLENCA MEeTajsIMYecKoN Hacafku AJIMHON
5,0 cM, MaKcuManbHbIi BHewHu auametp 0,8 cM. Bo Bpems
OMepaLmMn BbISBNEH paspbiB MULLEBOAA, KPOIMK Obln Bbi-
BeAeH M3 aKcnepuMeHTa. OcTanbHbIM YeTbipeM KpoiuKamu
Y3l BLINOMHSAMN C NOMOLLbI0 MHOFOPA30BbIX MHCTPYMEHTOB
n Katetepa leuuepa 18 Fr. Ha 3D-npuHTepe wusrotoBne-
Hbl HacafKku ANs NpoOBeAEHUs! racTPOCTOMUYECKOW TPYOKM

Puc. 4. BoiTaruBaHue ractpocToMuyeckoii Tpyoku (Katetep Meuuepa)
[0 ynopa BHYTPEHHe NPUKMUMHON NNACTUHKY NMOJ, KOHTPONIEM racTpo-
cKonum

Fig. 4. Pulling the gastrostomy tube (Pezzer’s catheter) to the stop of
the internal pressure plate under the control of gastroscopy

Puc. 6. OupmeHHas ractpoctoMuyeckas Puc. 7. YpeckoxHas 3HLOCKONMYecKas
TpybKka (15 Fr) ¢ ycTaHOBNEHHbIMM BHeL- racTpocToMus, KateTep [leuuepa ¢ BHel-

HUMM TPUCTIOCOBEHNAMM OT (GUPMEHHbIX

Fig. 6. Branded gastrostomy tube (15 Fr) Habopos
with external devices installed

Fig. 7. Percutaneous endoscopic gastros-
tomy, Pezzer's catheter with external de-
vices from branded kits
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C MaKCMMasbHbIM BHELLIHWM A1aMETPOM 6 MM W AJIMHOM 4,0 M.
BmecTo cTanbHoro TpocMka Mcnosb3oBaHa MOHOGMIAMEHT-
Has nonMnponuneHoBas HUTb. B ogHOM cnyyae Ha 4-e cyTku
Mnoc/ie onepaLun BbISIBNEHO HarHOEHWE racTPOCTOMMYECKOM
paHbl, KOTOPOEe PerpeccupoBasno Ha GOoHe MeCTHOrO JIEYEHMSI.
Kponuk bbin BbiBefieH M3 aKcrepuMeHTa Ha 16-e CyTku mo-
cne onepauuu. [py NaTonoroaHaTOMUYECKOM UCCIIeA0BAHUN
racTpocToMa COCTOSTENIbHA, BHYTPUOPHOLIHBIX OCIOXHEHUH
HeT. B mByx cnyyasx Kponuku nornbnu Ha 7-e u 8-e cyTku
nocne ornepauuu 0T acnUpPaLMOHHOM MHEBMOHMM, racTpo-
CTOMbI COCTOSTESIbHbI, BHYTPUOPIOLLHBIX OCIOXHEHUIA HET.
B ogHoM cnyyae Kponmk norub Ha 4-e CyTKM nocne onepa-
LMW OT KuLweyHon MHdeKuun. lpu naTonoroaHaToMM4ecKoM
uUccnefoBaHUM racTpocToMa COCTOSATESbHA, BHYTPUOPIOLLIHBIX
OCJIOXKHEHMIA HeT.

B npouecce MHOrokpaTHoro noBTOpeHWsi 0TpaboTaHbl
1 U3yyeHbl BCe aTanbl onepaumn. [pu HanoxeHun Y3l ¢ no-
MOLLbI0 0ZIHOPa30Boro MpMeHHOro Habopa M € NMOMOLLbIO
KaTeTepa [leuuepa co cneuyanbHOM HacaaKoM CyLLLeCTBEHHOM
pasHULbI B TEXHWKE Omepaumm He 3admKcupoBaHo. OupMek-
Hble racTPOCTOMUYECKMe TPYOKM MMeNW LuTaTHble LOMOJI-
HUTEeNbHbIe YCTPOMCTBA (HapyXKHas NpUKWUMHas NAacTUH-
Ka, KpblLIKa-KOHHEKTOP), KOTOPbIE MOXKHO YCTaHaBNMBaTb
U Ha KateTep [leLiepa COOTBETCTBYIOLLEMO pa3Mepa.

B npouecce uccnenoBaHus paspaboTtaHa opuruHanbHas
HapyXHas NMPUXUMHaA NNacTUHKa A QUKcauuu ractpo-
cToMuyeckon Tpybku (nateHt RU N2 2759574 C1), Koto-
pas ycrneluHo npuMeHeHa ans KatetepoB [leuuepa 18 Fr
(puc. 8).

MpocTas KoHCTpyKuUMs 0bycnoBnnBaeT Manyko cebectou-
MOCTb ¥ M03BO/ISIET MCMOJb30BaTh €€ C racTPOCTOMUYECKU-
MW TpybKamu paznuyHoro avamertpa. lpoTtoTun usroToBmeH
U3 CUJIMKOHA, Pa3peLLeHHOro Ans NMpUMEHEeHUs B MULLEBOW
MPOMBILLIIEHHOCTM.

CoobLueHuii 06 onbiTe HanoxeHus Y3y KponnKoB B nuTe-
paType He HaiifieHo. Pa3Mepbl KpOIMKOB NO3BOASOT UCMOMb30-
BaTb UX Ans 0byyeHns BceM stanam Y30 B negmatpun. OgHaKo
0C0O6EHHOCTW UX NOBEAEHWSA U MUTaHWSA He MO3BONSKOT MOJTHO-
CTbI0 OYMCTUTL KENYAOK nepef onepauueint. [oatomy Bu3ya-
N13aums 3HA0CKOMMYECKOro 3Tana 3aTpyaHeHa. Kpome Toro,
BO3MOXHO MOCTYr/eHWe MULLEBbIX Macc Yepe3 MyHKLMOHHOE
OTBEPCTME B CTEHKE JKeNyKa. 3T0 NPMBENIO K HAarHOEHMH MAr-
KUX TKaHelN BOKPYr racTpOCTOMbI B 0HOM CJly4ae.

lpUMeHNTL B Ka4eCcTBe racTPOCTOMMYECKOMN TPYOKM Y pe-
anbHbIX NauueHToB KateTep [leuuepa Henb3s. Ho ucnonb3o-
BaHWe Hapsay ¢ GupMeHHbIM HabopoM ans yctaHoBku Y3l
MHOropasoBbIX WHCTPYMEHTOB M KaTeTepa [leuuepa co cne-
LManbHbIM HaKOHEYHUKOM M03BOJIIET 3HAYUTENbHO YMEHb-
LWKTb cebecTonMocTb 0byUeHus.

3AKJTIOYEHUE

CuMynsaums BeinonHeHns Beex 3tanoB Y3 Ha Kponukax
aKTyasnbHa Ans 0by4eHMs 3HAOCKOMMUCTOB U JETCKUX XUpYp-
roB.

Tom 14,Ne 4, 2073

BOI: https://doi.org/10.17816/PED14459-65

leanarp

Puc. 8. YpeckoxHas 3HOOCKONMYECKas racTpocToMus, KateTep
Mevuuepa 18 Fr ¢ pa3paboTaHHOI Hapy»KHOM NPUMKUMHOM NNACTUHKOM
(nateHt RU N2 2759574 C1)

Fig. 8. Percutaneous endoscopic gastrostomy, 18 Fr Pezzer's
catheter with a developed external pressure plate (patent RU
No. 2759574 C1)

MHorokpaTHoe BbINOJHEHME OMepaLMK Ha JMBOTHbIX MO-
3BONIAET U3y4mTb BCE €€ 3Tarbl, NPOBOAUTL paboTy Mo yny4-
LUEHME TEXHWKM onepauuu M paspaboTKe HOBbIX YCTPOICTB
1 NpuUcnocobneHuil.

Pa3paboTaHHas HapyXHas npuXUMHas NAacTUHKA
(nateHT RU N° 2759574 C1) uMeeT KOHCTPYKLMOHHbIE npe-
MMyLLLECTBA MO CPaBHEHMIO CO LUTATHbIMU (UPMEHHBIMH
npucnocobnennamn u byneT BocTpeboBaHa B KIIMHUYECKO
MpaKTUKe Noc/e 3aBepLUEHUS UCTIbITaHUI U cepTUdUKaLN.

AONOJIHUTE/IbHAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbI BHEC/M CYLLIECTBEHHBIV BKITaf, B pas-
paboTKy KOHLENLMM, NpoBeAeHNe UCCe[0BaHNS W MOAFOTOBKY CTa-
TbM, MPOYIM W 0800pUAM PUHANBHYI0 Bepcuto nepes, NybimMKaLmei.

KoHdbnukT uHTepecoBs. ABTopbl AeKnapupyrT OTCYTCTBUE SB-
HbIX 1 MOTEHUMaNbHBIX KOH(IMKTOB MHTEPECOB, CBA3AHHBIX C My-
BnMKaLmeit HacTosILLIEN CTaTbK.

WUcTouHuk dmHaHcupoBaHUs. ABTOpbI 3asIBNISIOT 06 OTCYTCTBUM
BHELLHEro GUHaHCMPOBaHWA NpU NPOBELEHNUM UCCIEA0BAHNS.

3tnyeckuii Kommrer. [poToKon ccnefoBaHus bbin ofobpeH no-
KanbHbIM 3Tn4ecknM KomuteToM OIBOY BO «CankT-letepbyprckui
rOCYAapPCTBEHHbIN NeauaTPUYeCKUidl MeLULMHCKUIA YHUBEPCUTET»
Mun3zgpaBa Poccum (npotokon N2 9/12 ot 11.09.2017).
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InekTpo3Huedanorpapuyeckme Koppenstbl
narepanbHOM AUCNOKALMUM NpU OCTPOM LiepebpanbHoM
He0CTaTO4YHOCTH

E.A. Actaxosa ', T.B. Anexcanaposa ', M.B. Anekcanapos 2 °

! CaHKT-eTepbyprekuii HayyHo-MccefoBaTesbCKuil HCTUTYT uM. .U, DxaHenmase, CaHkt-Metepbypr, Poccus;
2 BoeHHO-MeauLMHCKas akafiemua uM. C.M. Kuposa, CankT-letepbypr, Poccus;
3 HawmoHanbHbIi MeAULMHCKMIA UCCTIefoBaTeNbCKMIA LieHTp uM. B.A. Animasosa, CankT-leTepbypr, Poccust

AHHOTALNA

AxTtyanbHocTb. [IMCNOKaLMOHHBIM CUHAPOM XapaKTepu3yeTcs CMeLUeHWeM CPeAMHHbIX CTPYKTYP Mo3ra v sBnseTcs crep-
CTBMEM MPOrPeCcCUpYIOLLEr0 YBENMYEHUs BHYTPUYEPENHOro 0bbeMa Npu COCYAMCTBbIX KaTtacTpodax, 4YepernHo-MOo3roBoM
TpaBMe, HOBo0bpa3oBaHusX. JlaTepanbHas OUCNOKALMS CPEeAUHHBIX CTPYKTYP NPUBOAMT K MX rpybon aucdyHKUMM, a Takke
K CAaBNEHUI0 KOPKOBbIX OTAEN0B, YTO 00YCNOBNMBAET HapYLLUEHNS MEXaHW3MOB reHepaumm 61M03NEKTPUYECKON aKTUBHOCTMW.
Mpu ocTpon LepebpanbHOM HeJOCTaTOUHOCTH B YCIOBMSX CIOMHOCTM KIIMHUYECKOW CUMNTOMATUKM aHanu3 U3MeHeHuii buo-
3/IEKTPUYECKON aKTMBHOCTM FOJIOBHOMO MO3ra CTAaHOBMUTCS BAaXKHOW YacTblo AMarHOCTUKM U MPOTHO3a TEYEHWUS KPUTUYECKOTo
COCTOSHMS.

Lenb — path xapaKTepuUCTUKY NaTTepHOB 3/1EKTPO3HLEedanorpaMMel, PerucTpUpyeMbIX Y NaLMEHTOB C laTepanibHoON Auc-
NOKaLMel B OCTPOM NEpUOLE YEPEMHO-MO3r0BOM TPaBMbI M FeMOPParMyecKoro MHCYbTa.

Matepuanbl u Metoabl. OcHOBY paboTbl COCTaBUA aHaNMU3 aMMMTYLHO-YaCTOTHBIX MapaMeTpOB 3MIEKTPO3HLeanorpaMmsl,
3aperucTpupoBaHHbIX Y 74 naumeHToB (52 MyMUMH, 22 XeHLMHbI, cpefHuin BospacT 53,3 + 12,5 roaa), NpoxoauBLUMX Ne-
yeHne B CaHkT-leTepbyprckoM HayyHO-MCCIeA0BaTENbCKOM UHCTUTYTe cKopoid moMowm uM. W. U. [xaHenuase. MpuymnHon
0CTPOM LiepebpanbHoi HegoCTaTOYHOCTY B 42 cnydasx bbiia YepenHo-Mo3roBast TpaBMa, B 32 — WMHCY/LT N0 remMopparuye-
cKomy Tuny. Kputepun BroYeHms: 1) natepanbHas aucnokauus bonee 4 MM Mo pesynibTaTaM KOMMbOTEPHON ToMorpaduu;
2) ypoBeHb CO3HaHMA «KoMa 1» UM «KoMa 2»; 3) ucxof 3aboneBaHuUs onpefensncsa B CPOK A0 23 cyT ¢ MOMEHTa TpaBMbl
WNW MHCYNbTA. braronpuaTHbIM UCXOL0M 3aKOHUMAUCh 24 HabmoaeHus.

Pe3ynbTathl. Y Bcex naumMeHToB no pe3ysbTataM KOMMbIOTEPHOW TOMOrpaduu BbISBEHO NaTepanbHoe CMELLEHUe CTPYKTYp
Mo3ra (Me 9 [6; 16] MM), HO B3 NpU3HAKOB UX CAABNEHWUS UNW YLLEMAeHUs. PervcTpupyemble BapuaHTbl 3N1eKTpo3HLeda-
norpadwmit 6l pasgeneHsl Ha Tpu rpynnbl: 1) o4arosble 1 AddY3Hble HapyLleHWs be3 NpU3HaKOB YCTOMYMBOM ANUNENTH-
(OpMHoIi aKTUBHOCTM BbICOKOr0 MHAEKCA, 30 %; 2) LOMUHMPOBaHWE BbIPAXKEHHbIX 3MUAENTUDOPMHBIX HAPYLIEHWIA, BXOLALLMX
B CMHAPOMOJIOMMYECKYH CTPYKTYpY beccyfopoxHoro anunentuyeckoro cratyca, 59 %; 3) «buoanekTpuyeckoe MonyaHue»
Mo3ra, 11 %. MatTepH LepebpanbHOI MHAKTUBALMM PerucTpUpoBancs NpKU MakcMManbHOW cTeneHn aucnokaumu. lpu bnaro-
MPUSTHOM MUCXofe OCTpoM LiepebpanbHoi HeAOCTAaTOYHOCTU MEXAY TSIKECTbIo HapyLieHuid Ha 33 1 cTeneHblo AMUCIOKaLmMm
KOppesiILMOHHas CBA3b NpaKTUYeCKM oTcyTcTBOBaNa. [py HebnaronpuATHBIX MCX0AaxX AMCMOKALMOHHBIA CUHAPOM bbin dak-
TOPOM, KOTOPbIA OMpeaensn TsxecTb HapyLeHni Ha 33T (r = 0,36). AHanu3 pacnpeneneHus 6naronpuUATHLIX M Hebnaronpu-
ATHBIX UCXOJ,0B TEYEHUSA LiepebpanbHOM He0CTaTOMHOCTM MOKa3as, 4To hopMUpoBaHWe BeccynopoKHOr0 3NUNENTUYECKOTO
cTaTyca He ABNAGTCA O[IHO3HAYHbIM NPeaMKTOpoM HebnaronpuaTHoro ucxoaa (x2 = 0,589, p = 0,44).

BuiBoabl. TakuM 06pa3oM, B1O3NEKTpUUECKasn aKTUBHOCTb FOIOBHOTO MO3ra, perucTpupyemas y nalmeHToB ¢ OCTPOM Lepe-
OpanbHOM HeJ0CTaTOYHOCTLI0, OCNIOXKHEHHOW NaTepanbHON AWCIOKAaLMER, OTPaXKaeT Kak 00LLeMO3roBble, TaK M 04aroBble
u3meHeHms. Y 60 % naumeHTOB C natepanbHOW AWCNOKaUMEN CPeAMHHBIX CTPYKTYP MO3ra Ha aneKTpoaHuedanorpamMme dop-
MUpYIOTCA NaTTepHbl, COOTBETCTBYIOLLME 3NIEKTPOrpaduyecKoii KapTuHe 6eccy0poXKHOr0 3NMeNTUYECKOro cTaTyca.

KnioyeBble cnoBa: KJIMHMYeCKas Heiipodu3nonorus; anekTposHuedanorpadus; KpUTMHECKME COCTOSHWS; OCTpas
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ABSTRACT

BACKGROUND: Dislocation syndrome is characterized by a displacement of the median structures in brain and is a con-
sequence of a progressive increase in intracranial volume in vascular accidents, traumatic brain injury, and neoplasms.
Lateral dislocation of the median structures leads to their gross dysfunction, as well as to compression of the cortical
sections, which leads to violations of the mechanisms of generation of bioelectrical activity. In acute cerebral insuf-
ficiency in conditions of scarcity of clinical symptoms, the analysis of changes in the bioelectrical activity of the brain
becomes an important part of the diagnosis and prognosis of the course of a critical condition.

AIM: The aim of this study is to characterize the electroencephalography (EEG) patterns recorded in patients with lateral
dislocation in the acute period of traumatic brain injury and hemorrhagic stroke.

MATERIALS AND METHODS: The work was based on the analysis of the EEG amplitude-frequency parameters recorded
in 74 patients (52 men, 22 women, mean age 53.3 £ 12.5 years) who were treated at the Dzhanelidze Research Insti-
tute for Emergency Medicine. The cause of acute cerebral insufficiency in 42 cases was a traumatic brain injury, in
32 cases — a hemorrhagic stroke. Inclusion criteria: 1) lateral dislocation more than 4 mm according to the results
of computed tomography; 2) level of consciousness Coma 1 or Coma 2; 3) the outcome of the disease was determined
within 23 days from the moment of injury or stroke. 24 observations had a favorable outcome.

RESULTS: According to the results of computed tomography, lateral displacement of the brain structures (Me 9 [6; 16] mm)
was revealed in all patients, but without signs of their compression or infringement. Recorded EEG variants were di-
vided into three groups: 1) focal and diffuse disturbances without signs of persistent epileptiform activity of a high index
(30%); 2) dominance of gross epileptiform disorders included in the syndromic structure of non-convulsive status epi-
lepticus (59%); 3) isoelectric “silence” of the brain (11%). The degree of lateral dislocation reached its maximum values
when registering the bioelectric “silence” pattern. With a favorable outcome of acute cerebral insufficiency, there was
practically no correlation between the severity of EEG disturbances and the degree of dislocation. With unfavorable
outcomes, dislocation syndrome was a factor that determined the severity of EEG disturbances (r = 0.36). An analysis of
the distribution of favorable and unfavorable outcomes showed that the formation of non-convulsive status epilepticus
complicates the course of acute cerebral insufficiency, but is not an unambiguous predictor of an unfavorable outcome
(x? =0.589, p = 0.44).

CONCLUSIONS: Thus, the bioelectrical activity of the brain recorded in patients with acute cerebral insufficiency compli-
cated by lateral dislocation, reflects both general cerebral and focal changes. In 60% of patients with lateral dislocation
of the midline structures of the brain on the EEG, patterns are formed corresponding electrographic patterns of noncon-
vulsive status epilepticus.

Keywords: clinical neurophysiology; electroencephalography; EEG; critical conditions; acute cerebral insufficiency; brain
dislocation; traumatic brain injury; stroke.
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OPATVHASTBHBIE CTATBM

AKTYAJIbHOCTb

JlaTepanbHas aucnokaums npencraBnsieT cobon cMe-
LLeHWe CPeLUHHbIX CTPYKTYP M03ra OTHOCUTEbHO KOCTHBIX
0bpa3oBaHuii M 0bpa30BaHuiA TBEPAOM MO3rOBOW 000104KM
B pe3ynbTaTte yBe/MYeHUs BHyTpuyepenHoro obbema [4, 11].
MocKonbKy KocTu yepena GOpPMUPYIOT HepacTSKMMOe 3aM-
KHYTOe MpOCTPaHCTBO, AMCIOKaLMs Mo3ra Heu3bexHo Bo3-
HWKAEeT NpY HeYCTPaHEeHHOM MPOLOJIKAIOLLEMCS YBENIMYEHNH
BHYTpUUYepenHoro obbema, HanpuMep, Npy BHYTPUYEPENHbIX
remMaToMax B pe3ysibTaTe YepernHo-mMo3roBoii TpaBmbl (UMT)
UnK cocyaucTbIx Katactpodax [3, 9, 10].

CornacHo JOMMHMPYIOLLLEN B COBPEMEHHOM HerMpodu3mno-
Norvu TanaMMU4ecKoi Teopuw, xapaktep cymmapHon 330
OnpefenseTcs aKTUBHOCTBIO TalaMO-KOPTUKaNbHOM cucTe-
Mbl, KOTOpasi, B CBOK 0uepefb, HAaXoAUTCS MOL MOAYNu-
PYIOLLMM BAMSHUEM CUCTEMbI CPELUHHbIX CTPYKTYp Mo3ra
[1, 5, 6, 15]. lpn natepanbHOW AMCNOKALMM BO3HUKAET rpy-
6as AMChYHKUMA CpeAMHHBIX CTPYKTYp B pe3ynbTaTe UX cMe-
LLIeHNs, BO3HUKAET KOMMPECCUs PasiyHbIX OTAEN0B KOpbl,
HapYyLLAKTCA BHYTPULEHTPasbHbE B3aMMOOTHOLLEHUS, YTO
Hen3bexHo MPUBOAMT K CyLLEeCTBEHHOMY M3MEHEHMI0 Npo-
LLeCCOB reHepaLuy Br1oaneKTpUIecKon aKTUBHOCTM FOJIOBHO-
ro mMosra [2, 7, 8]. Y nauneHTOB B KpUTUYECKOM COCTOSHUM
B YCNOBMSAX OTHOCUTENIbHOW OLHOTUMHOCTM OOBEKTUBHOW
KJIMHUYECKO CUMNTOMATMKW BO3pacTaeT 3HAYeHWe Hempo-
dusnonornyeckux MeToaoB mccnegosanusa coctosHus LIHC.
B 37011 CBA3W NpefCTaBNAETCA aKTyaNbHbIM BhINOSIHEHWE pa-
00TbI, HanNpaBfEHHOW HA U3Y4YEHWE MEXAHWU3MOB, NeXaLux
B OCHOBE M3MeHeHUii npoLeccoB reHepauuv 331 npu nate-
panbHOM AWCNOKALMW Y NaLMEHTOB C OCTPOiA LiepebpanbHon
HeA0CTaTOYHOCTHIO.

Llenb — patb xapakTepucTuky natrepHoB 330, peructpu-
PYeMbIX Y NaLMEHTOB C NlaTepasibHoN AUCTIOKaLMe B OCTPOM
nepuose YepenHo-Mo3roBoi TpaBMbl U reMopparuyecKoro
MHCYNbTa.

MATEPUAJIbI U METO[1bI

PaboTa BbinmonHeHa B xofe 06crefoBaHMsA M NeyeHus
B CMN6HUN ckopon nomowmn um. U.U. [xaHenuase 74 na-
UMEHTOB (52 MyXYMH, 22 JKEHLUMHbl, CPeAHMA Bo3pacT
53,3 £ 12,5 ropga). MpuumHoii ocTpoii LepedpanbHON Hepo-
CTaTOYHOCTU B 42 cnyyasx bbln AuarHocTMpoBaH yLwmb ronos-
HOro Mo3ra TAXKesoii CTeneHun B pesynbraTe TpaBMbl, B 32 —
0CTpOe HapyLueHue Mo3roBoro KposoobpalueHus (OHMK) no
remMopparnyecKoMy TUMy Kak OCNOXHeHWe rMnepTOHNYECKON
(21 yenosek) n aHeBpu3aMatuyeckon (11 yenosek) bonesHu.
Mo nokanu3aumm OHMK pasgensanucb Ha obLLMpHbIe BHYTPU-
MO3roBble, NM0A000/I0YEYHbIE, BEHTPUKYAPHBIE U CMELLaH-
Hble. 06beM KpoBomsnusHua coctaenan ot 30 go 130 mn.
BnaronpuaTHbIM MCX0[0M C BbIXOLOM Ha SICHOE CO3HaHWe
3aKoHumMnucb 16 cnyyaes YMT n 8 — OHMK.

Bcem nmaumeHTaM npoBoaMnacb KOMMblOTEpPHas TOMO-
rpadus (KT) B cpok oT 1 1o 12 cyT ¢ MOMeHTa TpaBMbl iU
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HapyLLeHMs MO3roBOro KpoBoobpaLueHus. MauueHToB BKto-
Yanu B UCCNeL0BaHWE Ha 0CHOBaHWM CNEeLYIOLLMX KpUTEPHUEB:
1) Hanuume natepasbHOM AMCNOKaUMKM bonee 4 MM no pe-
3ynbtataM KT; 2) yrHeTeHWe CO3HaHWs L0 YPOBHS KoMbl 1 1 2
Ha MoMeHT peructpauum 33M; 3) naumeHTbl C onpeaenus-
LUMMCS UCXOL0M [0 23 CYT C MOMEHTa TpaBMbl UIN MHCY/bTa
(Mcxopa U3 MpeAcTaBeHUIA 0 MexaHW3Max TaHaToreHesa Ha
pa3HbIX CPOKax LepebpanbHoW HepocTaTouHocTh). B uccne-
[L,0BaHu1e He BXOLMM NauueHTbl: 1) ¢ ABHbIMU KIIMHUYECKUMU
MpU3HaKaMW BKIIMHEHUS U YLLEMIEHUS MO3rOBbIX CTPYKTYP;
2) c 0bLUMpHBIMK 0Yaramm LEecTpyKuuu Mo3ra; 3) ¢ coTpsce-
HWeM Mo3ra; 4) cTape 70 neT (ang MAHUMU3ALUM BIIMSIHUS
takTopa KomMopbuaHoi natonorum LIHC).

Peructpaumsa 33 BbINosHANAch BCeM O0JIbHBIM B Teue-
Hum cyTok nocne KT. Peructpauus 61oanekTpuyeckon akTms-
HOCTM MPOBOAMNIACh HA annapaTHO-MPOrPaMMHOM KOMIJIEKCe
«Mwuuap-33r-202-1» (000 «Muuap», Poccus). Inektpoapl
pa3mMeLLanuck B cooTBeTcTBUM C cucTeMon «10-20». Monoca
nponycKaHus: GunbTp BbICOKMX YacToT 0,5 M, GunbTp HU3KMX
yactot 70 l'u. nutenbHocTb peructpaumm He MeHee 30 MUH.
AMNAMTYLHO-YacTOTHbIE XapaKTEPUCTUKM aHaNW3MpoBa-
N1 ¢ noMolublo nporpammHoro obecneveHus Data Studio
(000 «Muuap», Poccus) B MOHOMONAPHBIX OTBEAEHUSIX C YC-
PeAHEHHBIM B3BELUEHHbIM pedepeHTOM M BUNonspHbIX Npo-
LOMbHbIX OTBELLEHUSX.

B ocHoBy BW3yanbHo-noruyeckoro aHanusa 331 nonoxe-
Hbl 06LLENPUHATBIE KPUTEPUN 1A BbIJENEHUA NATTEPHOB aK-
TuBHOCTM [1, 12, 15]. 303neKkTpuyeckoe «MonyaHue» Mo3ra
[JMarHocTUpoBasnoch Npu LmtensHoM (bonee 30 MUH) ycToi-
UMBOM MOLABMEHWN CUrHaNa A0 YPOBHA MeHee 2 MKB v npu
OTCYTCTBUM PEaKTUBHbIX U3MEHEHUI Ha MHTEHCUBHYHO BHELL-
HIOI0 CTUMyNAUMIO (3BYK, BCMbILLKK CBeTa, boneBas cTumy-
naums). K anunentudopMHOIM aKTUBHOCTW OTHOCKAM Clefy-
toume rpadoaneMeHTbl: NepUoANYECcKVe INUNENTUGOPMHbIE
pa3pazbl; pUTMU3NPOBaHHas fenbTa-akTuBHoCTb (POA) mnu-
TensHocTblo 6onee 10 ¢; KOMMNEKCH! N0 TUMY «MUK — Mef-
NIeHHas BOJIHA»; BCMbILIKK «OCTPbIX» BOJIH YacTOTOW Gonee
12 Ty, pmTenbHocTblo bosee 10 ¢ (KOpoTKMe NOTEHLMANBHO
WKTanbHble paspagbl). CuHapoManbHbI AuarHo3 beccyno-
POXKHOro 3anunenTuyeckoro crartyca (b3CT) ycraHaBnmuBancs
npu couyeTaHun ABYX wiu bonee crefylowmx KpuTepues:
1) oTcyTcTBME CO3HaHUS; 2) OTCYTCTBME Pa3BEPHYTOrO Cy-
JOPOXHOro cUHApPOMa; 3) peructpaums Ha I3 ycToitumBo-
ro A/UTENbHOro naTTepHa 3nunenTuhOpMHON aKTUBHOCTY;
4) Hanuuve Manbix MOTOPHbIX 3KBMBANEHTOB; 5) peayKums
3NMnenTMhOpPMHON aKTUBHOCTMU NpU BHYTPUBEHHOM BBEJEHUN
MPOTMBO3NUNENTUYecKUX cpeacTs [12, 13].

Cratuctnyeckas obpaboTKa MoMyyeHHbIX pe3ynbTaTos
MpOBOAMMACh C UCMO/b30BaHUEM MaKeTa MpUKIALHbIX Npo-
rpamm SPSS Statistics 17. [loctoBepHoCTb pasnnymii pac-
npeseneHns B BblbOpKax OLEHMBaNach C MOMOLLbK KpuTe-
pus cornacus X% Pasnnuma cunTanuch [10CTOBEPHBIMM MpU
p < 0,05. [ins oueHKU cONpsXKeHWs NapaMeTPOB BbINOSTHANCS
KOPPeNALMOHHbINA aHanu3. [laHHble nNpefcTaBneHbl B BUAE
MeiaHbl N MeXKBapTUIbHOro uHTepsana — Me [Q;; @]
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PE3YJIbTATHI

Ha MoMeHT obcnepoBaHMs y BCex NaUMEHTOB Kak
¢ OHMK, TaKk u ¢ YUMT KkmHuyeckas KapTuHa LepebpanbHoi
He0CTaTOYHOCTM OMnpefensnacb CMHAPOMOM YrHeTeHus
CO3HaHus: KoMa 1 bbina AnarHocTMpoBaHa y 53 uenoBex,
KoMa 2 — y 21. Ha ¢oHe BbipaXeHHbIX 00LLEeMO3roBbIX
HapyLleHW B 65,5 % cnydyaeB onpepensnmcb OTYETNMBbIE
0YaroBble CTBOJIOBblE HapYLUEHUS: MyaBatoLLMe [ABUKEHUS
rnasHbix A6M0K, YTHETEHUe KOpHeanbHoro pednekca, aHu-
30KOpUSA U pacxopsLLeecs Kocornasue. B cBa3u ¢ TAeCTb
COCTOSIHUSA OLiEHKA APYruX 04aroBbIX M3MEHEHUI He nped-
CTaBNiIANach BO3MOXKHOIA.

Y Bcex 60n1bHbIX Mo pe3ynbTatam KT BbisiBNIEHbI HEMPOBU-
3yaNN3aLMOoHHbIE MPU3HAKM NaTepabHOr0 CMeLLEHUs CTPYK-
TYp M03ra OTHOCUTENTbHO BHYTPEHHUX KOCTHbIX 06pa3oBaHuii
yepena v TBEpLOWA MO3roBOI 000M104KM B pe3ynbTaTe yBesn-
YeHust BHyTpU4epenHoro oobema (Me 9 [6; 16] MM). Ucxoas
U3 KpUTEPUEB BKITIOYEHMS MPU3HAKOB CAABMEHMUSA U YLLEMIIe-
HWSl MO3roBbIX CTPYKTYP HE BbISBNEHO.

Peructpupyemas y naumeHToB C 0CTPOM LiepebpanbHoii
HeJoCTaTOYHOCTbI0 BMO3NeKTpUYeCcKas aKTMBHOCTb OT-
paxana Kak 06L1emMo3roBble, TaK U 04aroBble U3MEHEHUS.
Mo pe3ynbTataM NaTTePHANMCTUYECKONO M YacTOTHO-aMMIIU-
TyaHoro aHanu3a 331 Koropta nauueHToB bblna pasgeneHa

Vol.14(4) 2023
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Ha HecKonbKo rpynn: 1) oyarosble ¥ AMDdY3HbIE HAPYLLIEHMS
6e3 npusHako b3CT; 2) AOMMHMpPOBaHKe rpydbIX 3nunen-
TUDOPMHBIX HapYLIEHWIA, COYETAKILLMXCA C KIIMHUYECKUMU
npusHakamu b3Ct; 3) bruoaneKTpuyeckoe «MonyaHMe» Mo3ra
(cM. Tabnuuy).

[ona naumeHToB, y KoTopbix Ha 33[ peructpupoBa-
N0Cb  M303/IEKTPUYECKOE «MOJSIYaHMe» MO3ra, COCTaBMia
11 % ot Bcex HabnoaeHui (8 nauMeHTOB), U3 HUX Y YeTBe-
pbix Obina TpaBMa Mo3ra, YetBepo ¢ OHMK. Obpaliano Ha
cebs BHUMaHWe HeCOOTBETCTBME MEXAY KpalHe TSAXENbIM
XapaKTepoM HapyLleHuin Ha 331 (noaaBneHne aKTUBHOCTH)
1 0bLLeit TAXeCTb LiepebpanbHOM HeQ0CTaTOYHOCTU: B OT-
HOCUTENbHO paHHMe Cpoku (2—5 cyT) coCTOAHWE MaLMEHTOB
He OLEHMBANOChb TSKENEe, YeM KOMa 2 COracHo LaHHbIM
HeBpOJIOrMyecKoro ocMoTpa. B nogrpynne nauueHToB ¢ uso-
3NEKTPUYECKUM  «MOJTYAHUEM» BeJIMYMHA NlaTepasibHOW
JucnoKauuv beina Hanbonbluei: 13,2 [10; 17] M. Jletanb-
Hbili ucxon B 7 HabnoAeHUsX HacTynun B TeyeHun bnu-
XKaMlMX CYTOK C MOMeHTa perucTtpaumn 33, B ofHOM —
B TeYeHme 5 CcyT.

HenpepbiBHas aktMBHOCTb Ha 33 peructpupoBanachb
y 66 bonbHbix. B 44 (59 %) Habniopenusx peructpupo-
Bajlacb YCTOMYMBas faTepanu3oBaHHas WM reHepanu-
30BaHHas perynspHas 3nunenTMdopMHas aKTUBHOCTb.
Mpy OLEHKE KITMHUYECKOW KapTUHBI He pefKo OnpeaeNsiuch

Ta6nuua. MatTepHbl 3NeKTpo3HLedanorpamMMbl, perucTpupyeMble y NalMeHToB ¢ laTeparnbHoii aucnoKauueii (abc.)

Table. EEG patterns recorded in patients with lateral dislocation (abs.)

MatTepH / Patterns

JleTanbHbiit ucxop, /
Lethal outcome
(n=50)

BnaronpusiTHbIN ncxog, /
Favorable outcome
(n=24)

B3Cr (-)/
Non-convulsive sta-
tus epilepticus (-)

OyaroBoe «3aMe[ijieHNe» aKTMBHOCTU Ha CTOPOHe Mopaxenus /
Focal «slowdown» of activity on the side of the lesion

6 16

+ 3NUNenTMQopMHble paspsabl
Ha cTopoHe nopaxeHus / + epilepti- 2 8
form discharges on the affected side

Ovarosoe «3amepsieHue» 3anunenTMhopMHble paspaabl

aKTMBHOCTU Ha CTopoHe Ha KOHTPAIaTepasibHoi CTopoHe / 9 9
nopaxenus / * epileptiform discharges on the

Focal «slowdown» of contralateral side

activity on the side of the
lesion

B3Cr (+) /
Non-convulsive
status epilepticus (+)

+ reHepanusoBaHHas PLIA /
+ generalized rhythmic delta activity

+ PIIA Ha KoHTpnaTepanbHoM cTopo-
He / + rhythmic delta activity on the 4 A
contralateral side

leHepanu3oBaHHble 3NuIenTUdOpPMHbIe paspsaabl / 4 8

Generalized epileptiform discharges

KOpOTKME MOoTeHUNanbHO UKTallbHble pa3pAanbl /

Brief potentially ictal rhythmic discharges

BroanexTpuyeckoe «MonyaHue» Mo3ra / Bioelectric «silence» of the brain - 8

lpumeqarue. BICT — BeccynopoXHbIN anunenTuyeckui ctatyc; PLIA — putMu3MpoBaHHas fenbTa-aKTUBHOCTb.

00I: https://doi.org/10.17816/PED14467-77




OPATVHASTBHBIE CTATBM

TaK Ha3blBaeMble Manble MOTOPHbIE 3KBUBANEHTbI CYLO-
POXHOTO CMHAPOMa: PUTMUYECKME COKpALLEHUs MUMUYe-
CKOM MYCKYNaTypbl, HACTarM, COKPALLEHUS MBILLL, BEPXHUX
KoHeuHocTen u ap. [12, 14]. Mpu BHYTpUBEHHOM BBELEHMM
Mo rnoKasaHWaM CpPefAcTB, 0bnapaloLLmx NpOTUBO3NMMUNENTY-
YeCKOW aKTMBHOCTbIO (Banbrpoarsl, TMONeHTan, nponodon),
anunenTUdopMHas aKTUBHOCTb MOJIHOCTLI0 peAyLMpoBanach.
CoBOKYMHOCTb KIIMHUYECKMX NPOSIBNEHNA (KOMa, 0TCYTCTBUE
pa3BepHYTOro CyLOPOXHOI0 CUHAPOMA) U 3NeKTporpaduye-
CKMX MPU3HAKOB MO3BOMMNA OMNpeaenuTb Y 60bHbIX B AaH-
Hoii nogrpynne Hanuuane B3Ct. B 22 (30 %) cnyyasx peru-
CTPUPOBaoCh TONBLKO 04YaroBoe 3aMefJieHue aKTUBHOCTY
B MPOEKLMM NOPaXKeHUs KOpbl FOI0BHOIO MO3ra, KOTOpoe He-
PeaKo accouMMpoBanoch C ANWeNTUHOPMHON aKTUBHOCTLIO,
O[JHAKO OTYeT/IMBble 3neKTporpaduyeckue npusHakm b3Ct
He BbISBNSNUCE.

B noprpynne naumeHTOB C HEMPEpbLIBHOM aKTUBHOCTHIO
Ha 330 neTanbHbIA UCXOL HACTynuUN B 42 HabnoaeHusx, U3
HWUX B 26 cnyyasx TeyeHue LiepebpanbHOM HeJOCTaTOHHOCTH
ocnoxHsanock popmmposarmem b3CT (cM. Tabnuuy).

BbiBOAbl

1. Tlpn natepanbHoOW OUCOKALWM CPeLUHHBIX CTPYKTYp
MO3ra TeyeHue OCTpoK LepebpanbHoOi HeLOCTaTOYHOCTH
B 60 % cnyyaeB ocnoxHsanocb GpopMupoBaHueM beccyno-
POXHOrO 3MNMAENTUYECKOro cTaTyca.

2. Mpn  HebnaronpusTHOM TeYeHUMM OCTPOM Liepe-
OpanbHO HeJOCTaTOYHOCTM CTeneHb flaTepanbHOW AuC-
noKaumn sBnsieTcs (GaKkTopoM, OnpefensiowmnM THKeCTb
HapyLUEHWA MeXaHWU3MOB reHepaLum CyMMapHoM buoanek-
TPUYECKOM aKTMBHOCTM Mo3ra (KoadduuueHT Koppenaumu
0,36).
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3. Pa3BUTME BECCYIOPOIKHOTO 3NMENTUYECKOro CTaTyca
NPy natepasibHOM AMC/IOKALMN HeNb3s CYMTaTb MHBAPUAHT-
HbIM NpeNKTOPOM HebnaronpuATHOro UCXo/a OCTPoN Liepe-
OpanbHOW HeA0CTaTOYHOCTH.

NO0NONHUTENBHAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbl BHEC/M CYLLECTBEHHLIA BKMAA
B pa3paboTKy KOHLenuuu, NpoBeAeHUe UCCiefoBaHUs M Noj-
FOTOBKY CTaTbM, MPOYAM U OA00pUNM GUHambHY0 Bepcuio nepef,
nybanKaumeil.

KoHdbnukT unTepecos. ABTopbl AeKnapupylT OTCYTCTBUE SB-
HbIX W MOTEHUMaNbHbIX KOH(QIMKTOB MHTEPECOB, CBA3aHHbLIX C Ny-
OnMKaLyeit HacTosALLIeN CTaTbu.

WUcTouHuK mHaHCUpoBaHUA. ABTOPbI 3asiBNISIIOT 00 OTCYTCTBUM
BHeLUHero GUHaHCUPOBaHMS Npy NPOBEAEHNUM UCCe0BaHMS.

WUHdopMupoBaHHoe cornacue Ha nybnukauumio. ABTOpbI Nosy-
YWIM NMUCbMEHHOE COrflacke MaLMEeHTOB U UX NpeacTaBuUTeNel Ha
nybSMKaLMI0 MeANLIMHCKUX [aHHbIX.

ADDITIONAL INFORMATION

Authors’ contribution. Thereby, all authors made a substantial
contribution to the conception of the study, acquisition, analysis,
interpretation of data for the work, drafting and revising the article,
final approval of the version to be published and agree to be ac-
countable for all aspects of the study.

Competing interests. The authors declare that they have no
competing interests.

Funding source. This study was not supported by any external
sources of funding.

Consent for publication. Written consent was obtained from
the patients for publication of relevant medical information

7. [3enuc t0J1,, Ceepxuukmc P.A., Jonrononosa 0.[. Incnoka-
LIMOHHBIA CMHAPOM U BKAMHEHWE CTBOMA Mo3ra (0630p v nepBbIn
OMbIT XMPYPrUYECKOr0 NIEYEHNS NPU HETPaBMATUYECKUX BHYTPUMO3-
rOBbIX reMatoMax bosbLUMX NoyLLIapuia) // MeauumMHCKe HOBOCTU.
2020. N° 7. C. 30-38.

8. KpbhkaHosckmin [ H. 0bLias natoduamnonorns HepBHOM cucTe-
Mbl: pyKOBOACTBO. MockBa: MeamumHa, 1997. 349 c.

9. Kpeinos B.B., Metpukos C.C., Tanbinos A.3., v ap. CoBpeMeH-
Hble MPUHLMMBI XMPYPrW TSXKENOM YepenHo-Mo3roBoi TpaBMbl //
HypHan uMm. H.B. Cknndocosckoro «HeotnoxHas MeauumMHCKas
nomolLLb». 2013. N2 4. C. 39-47.

10. JlnxtepmaH J1.6. YepenHo-mo3roBas TpaBMa. [lMarHocTuka v fe-
yeHwve. Mockea: MI0TAP-Meaua, 2014. 488 c.

11. ®paepMaH A.M. YepenHo-Mo3rosas TpaBMa: yuebHoe nocobue
ans spayent. HuxHnin Hosropopa: Hukeropoackas TMA, 2011. 108 c.
12. Hirsch LJ., Fong MWK, Leitinger M., et al. American Clinical
Neurophysiology Society's standardized critical care EEG terminolo-
gy: 2021 version // J Clin Neurophysiol. 2021. Vol. 38, No. 1. P. 1-29.
DOI: 10.1097/WNP.0000000000000806

Al



72

ORIGINAL STUDIES

13. Luders H.0., Noachtar S. Atlas and classification of electroen-
cephalography. Philadelphia: WB Saunders, 2000. 203 p.

14. Niedermeyer E., Lopes da Silva F.H. Electroencephalogra-
phy. Basis, principles, clinical applications related fields. Philadel-

REFERENCES

1. Aleksandrov MV, Ivanov LB, Lytaev SA, et al. Ehlektroehntse-
falografiya. Ed. by M.V. Aleksandrov. Saint Petersburg: SpetsLit, 2020.
224 p. (In Russ.)

2. Astakhova EA, Aleksandrova TV, Aleksandrov MV. Osoben-
nosti bioehlektricheskoi aktivnosti golovnogo mozga pri lateral’noi
dislokatsii. Ed. by RASFD. Moscow: lzdatel'stvo FGAQU VO Per-
vyi MGMU im. M. Sechenova Minzdrava Rossii, 2022. 44 p.
(In Russ.)

3. Voznyuk IA, Savello VE, Shumakova TA. Neotlozhnaya kliniches-
kaya neiroradiologiya. Insul't: monografiya. Saint Petersburg: Foliant,
2016. 128 p. (In Russ.)

4. Grigorieva EV, Godkov IM, Polunina NA, Krylov WV. The features
of cerebral aneurysms hemodynamics. Russian journal of neurosur-
gery. 2013;(3):76-79. (In Russ.)

5. Grishchenko KN, Vismont FI. Patologicheskaya fiziologiya nervnoi
sistemy: uchebno-metodicheskoe posobie. Minsk: BGMU, 2009. 24 p.
(In Russ.)

6. Dergunov AV, Kruglov VA, Kruglova MA, Leont'ev OV. Pato-
logicheskaya fiziologiya nervnoi sistemy: uchebnoe posobie. Saint
Petersburg: SpetsLit, 2019. 94 p. (In Russ.)

7. Dzenis YuL, Sverzickis RJ, Dolgopolova JD. Dislocation syndrome
and brainstem herniation (review and first experience surgical treat-

0b ABTOPAX

*ExkaTtepuHa AnppeeBHa ActaxoBa, Bpay yHKLMOHANBHON
[MarHoCTUKM OTAENEHUS KIIMHUYECKON Helpodur3nonoruu;
aapec: Poccus, CankT-TeTepbypr, 192242, Bynanewurckas yn., 4. 3;
ORCID: 0009-0004-8538-5348; e-mail: katastakhva@gmail.com
TaTtbsiHa BuktopoBHa AneKkcaHApoBa, KaH[. Mefl. HayK,

BpaY (yHKLMOHaNbHOWM AMAarHOCTUKY, 3aBeyioLLast

OTAENEHNEM KITMHUYECKOW HeMpOpU3N0Nornm;

ORCID: 0000-0001-6745-665X; eLibrary SPIN: 3551-5282;

e-mail: tata-al@yandex.ru

Muxaun BceBonopoBuy AnekcaHapos, A-p Mefl. Hayk,
npocdeccop, 3aBefytoLLMA OTAENEHNEM KIMHUYECKOM Helpodu-
3vonorun PHXW um. npod. AJ1. MoneHosa; 3aBeaytoLmii kade-
Apoi HopManbHon duanonoruu; ORCID: 0000-0002-9935-3249;
eLibrary SPIN: 5452-8634; e-mail: mdoktor@yandex.ru

* ABTOp, OTBETCTBEHHIN 3a nepenwcky / Corresponding author

Vol.14(4) 2023

00I: https://doi.org/10.17816/PED14467-77

Pediatrician (St. Petersburg)

phia-Baltimore; New York: Lippincott Williams and Wilkins, 2005.
1309 p.

15. Sutter R, Kaplan P.W. Electroencephalographic patterns in coma:
When things slow down // Epileptologie. 2012. Vol. 29. P. 201-209.

ment for nontraumatical intracerebral haematomas in large hemi-
spheres). Meditsinskie novosti. 2020;(7):30-38. (In Russ.)

8. Kryzhanovskii GN. Obshchaya patofiziologiya nervnoi sistemy:
rukovodstvo. Moscow: Meditsina, 1997. 349 p. (In Russ.)

9. Krylov W, Petrikov SS, Talypov AE, et al. Modern principles of
surgery severe craniocerebral trauma. Russian Sklifosovsky Journal
of “Emergency Medical Care”. 2013;(4):39—47. (In Russ.)

10. Likhterman LB. Cherepno-mozgovaya travma. Diagnostika
i lechenie. Moscow: GEOTAR-Media, 2014. 488 p. (In Russ.)

11. Fraerman AP. Cherepno-mozgovaya travma: uchebnoe posobie
dlya vrachei. Nizhny Novgorod: Nizhegorodskaya GMA, 2011. 108 p.
12. Hirsch LJ, Fong MWK, Leitinger M, et al. American Clini-
cal Neurophysiology Society's standardized critical care EEG ter-
minology: 2021 version. J Clin Neurophysiol. 2021;38(1):1-29.
DOI: 10.1097/WNP.0000000000000806

13. Luders HO, Noachtar S. Atlas and classification of electroen-
cephalography. Philadelphia: WB Saunders, 2000. 203 p.

14. Niedermeyer E, Lopes da Silva FH. Electroencephalography.
Basis, principles, clinical applications related fields. Philadelphia-
Baltimore; New York: Lippincott Williams and Wilkins, 2005. 1309 p.
15. Sutter R, Kaplan PW. Electroencephalographic patterns in coma:
When things slow down. Epileptologie. 2012;29:201-209.

AUTHORS' INFO

*Ekaterina A. Astakhova, Doctor of functional diagnostics,
Department of clinical neuraphysiology;

address: 3 Budapeshtsckaya st., 192242, Saint Petersburg, Russia;
ORCID: 0009-0004-8538-5348; e-mail: katastakhva@gmail.com
Tatyana V. Aleksandrova, MD, PhD,

Doctor of functional diagnostics, Head of the Department

of Clinical Neurophysiology; ORCID: 0000-0001-6745-665X;
eLibrary SPIN: 3551-5282; e-mail: tata-al@yandex.ru

Mikhail V. Aleksandrov, MD, PhD, Dr. Sci. (Med.), Professor,
Head of Clinical Neurophysiology Department, Polenov Neuro-
surgical Institute; Head of the Department of Normal Physiology;
ORCID: 0000-0002-9935-3249; eLibrary SPIN: 5452-8634;
e-mail: mdoktor@yandex.ru




OPATVHASTBHBIE CTATBM Tom 14,Ne 4, 2073 Meavarp
73

DOI: https://doi.org/10.17816/PED14473-83
HayuHas cTatbs

YcnoBus M 06beMbl 0KaszaHUA MeAMLMHCKUX yCayr
B cepe oxpaHbl penpoAYKTUBHOrO 340pPOBbA fAeTei
u nogpoctkoB Cankr-llerepbypra B 2020-2021 rr.

M.®. Unnonutosa 2

! CaHKT-TeTepbypreKuii rocyAapCTBeHHbIN NeANaTPUUecKUin MeaMUMHCKII yHrBepcuTeT, CaHkT-Tetepbypr, Poccus;
2 [OpOACKOM LIEHTP OXpaHbl PenpoAyKTMBHOIO 3/10pOBbs NOAPOCTKOB «l0BeHTa», CaHkT-MeTepbypr, Poccust

AHHOTALNA

OxpaHy penpoAyKTUBHOMO 3[,0p0BbA [eTel U NOAPOCTKOB, UMEIOLLEro TEHAEHLMIO K YXYALLEHWI0 3a NocnefHee AecaTune-
Tue, 0becrneynBaloT Bpaiu — aKyLLepbl-TMHEKONONW, [Nl HECOBEPLLEHHOMETHUX U Bpa4u — YpOJSIorU-aHAposor LLETCKYE,
KaK Ha 6a3e JeTCKMX FOpOLCKWX MONMKIMHUK, XEHCKUX KOHCYNbTaLMW, NepuHaTanbHbIX LEHTPOB, B LIEHTpaX OXpaHbl pe-
NMPOAYKTMBHOIO 30POBbS NOAPOCTKOB MpU LETCKUX NOSMKIMHUKAX, TaK U B CaMOCTOSTESIbHBIX LIEHTPax OXpaHbl PenpoayK-
TUBHOTO 340pOBbs NoApocTKoB. B nepuop 2020-2021 rr. npoBedeH ayauT ycnoBuid, 06bEMOB M KayecTBa OKasaHWs Me-
JMUMHCKUX YCIyr B cepe 0xpaHbl penpoayKTMBHOMO 340poBbs Aeten (0-9 net) u nogpoctkoB (10—17 neT BKIIOUUTENBHO)
BO BCEX aflMMHMCTPaTUBHbIX panoHax CaHkT-lleTepbypra. lpuMeHeH anroputM, pa3paboTaHHblii rMaBHbIM BHELUTATHBIM
CMeLManmcToM Mo MMHEKOMOrMM AETCKOr0 U toHOLLIEeCKoro Bo3pacta KomuteTa no 3apaBooxpaHeHuto Mpasutenbcraa CaHKT-
lMeTepbypra npu yyactumn cneumanmctoB CaHkT-letepbyprckoro NBY3 «[opoackoi LEeHTp oxpaHbl penpoayKTMBHOIO 340p0-
BbA M0APOCTKOB ,H0BeHTa“» Ha ocHoBe TpebOoBaHMIA NOPAOKOB OKa3aHWs MeAULMHCKOMA MOMOLLM Mo NpodunsaM «aKyLuep-
CTBO W MMHEKONOMUs» U «[EeTCKas yponorus-aHaponorusi». Ha ocHoBe pe3ynbTaToB ayAuTa nmpeAnonaranochk paspabotatb
PeKoMeHJauMu No ONTMMM3auMK CRyxb oXpaHbl penpojyKTUBHOTO 3[0poBbA Y feTeit U nogpocTkoB CaHkT-lletepbypra.
CTpykTypa v 06beM AesiTenbHOCTU Ciyb oxpaHbl pernpoAyKTUBHOMO 3A0POBbS LeTel M MOAPOCTKOB B PasHbIX afMWUHM-
CTPaTUBHbIX palioHax ropoja CyLeCTBEHHO pa3nuyaetcs. 370 06YCNOBNEHO UrHOPUPOBaHWEM eauHbIX TpeboBaHuiA, npea-
YCMOTPEHHBIX HOPMATUBHLIMU [LOKYMEHTaMu, U OTCYTCTBUEM eJMHON MeToAos0rMy GopMUpoBaHUus 3TUX ciyxb. B cutyaumm
HEYK/IOHHOr0 HapacTaHWs KONMYecTBa MoCeLLeHnin, 0cobeHHO € NPOGMNAKTMHECKOW LieNblo, YUPEKAEHNS LEMOHCTPUPYIOT
pasnnyHbIi ypoBeHb IQPEKTUBHOCTM CBOEN feAaTeNbHOCTU. CaMocTosATeNbHbIE KabMHETBI Bpaya aKyLLepa-rMHeKosora ans He-
COBEpLLEHHOMETHUX He 0becneunBaloT B MOSIHOW Mepe BCe acmeKTbl 0XpaHbl PeNpoLyKTMBHOTO 340P0OBbS M OPUEHTUPOBAHBI,
npexze Bcero, Ha paboTty ¢ aeTbMu NpenybepTaTHoro Bo3pacta. LieHTpbl oxpaHbl penpoayKTUBHOMO 34,0p0BbS NOAPOCTKOB
ABNSKOTCA BbICOKO BOCTPeOOBaHHBIMU M NpeAnoyTUTENbHBIMA /1S OKa3aHUst KOMMEKCHOW MeaMKo-NCUX0MI0r0-CoLmabHoM
nomoLum noppocTkaM. CTpyKTypa ciyxb oxpaHbl penpoAyKTUBHOIO 3[,0pPOBbS AETEN M NOLPOCTKOB B KaXAOM afMUHUCTPa-
TUBHOM paiioHe ropoAa AoMKHA ObiTb NpeAcTaBNeHa Kak KabuHeTaMm Bpaya aKyLuepa-rHeKonora s HecoBepLUEHHONET-
HUMX, kabuHeTaMm Bpaya yponora-aHaposora AeTCKoro, Tak M 15 LeHTpaMu oxpaHbl penpoayKTMBHOMO 3[,0POBbS MOAPOCTKOB.
HeoTtnoxHoi 3apavein cnepyeT cuutaTb GOpPMMPOBaHME CUCTEMbI MPOQECCHOHANBHON MOLATOTOBKW Bpayell — aKyLepoB-
TMHEKONOrOB 1A paboTbl C AETbMW M NOLPOCTKAMU, Bpayeli — YpoJIoroB-aHAposioroB AeTckux. PaspaboTaHbl KOHKpETHble
PeKOMeHaLuu Mo oNTUMKU3aLMKM CYXK6 oxpaHbl penpoLyKTMBHOIO 340poBbsA feTell U noapocTkoB CaHKT-eTepbypra.

KnioueBble cnosa: LLEHTP OXPaHbl PenpoAyKTUBHOr0 340p0BbA NOAPOCTKOB; MOAPOCTKU; PENPOAYKTUBHOE 3[0POBbLE;
I'IpOdJMﬂaKTW-IECKVIﬁ MeIULMHCKUI 0CMOTp; aKyLwlep-ruHeKosior ana HecoBepLleHHONETHUX.

Kak uutupoBsarb:
Wnnonutoa M.®. YcnoBus v 06beMbl 0Ka3aHUst MEAULMHCKIX YCIyT B Chepe 0XpaHbl PenpoflyKTMBHOMO 3[0p0Bbst eTel M noapocTkos CaHkT-MeTepbypra
B 2020-2021 rr. // Nepmatp. 2023. T. 14.N° 4. C. 73-83. DOI: https://doi.org/10.17816/PED14473-83
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Analysis of the activities of the reproductive
health protection system of children and adolescents
of Saint Petershurg in 2020-2021

Marina F. Ippolitova 2

! Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia;
Z City Center for Adolescent Reproductive Health “Juventa”, Saint Petersburg, Russia

ABSTRACT

The quality of the reproductive potential of children and adolescents in St. Petersburg has not shown positive dynamics
in the last decade. The reproductive health of this contingent is provided by the offices of an obstetrician-gynecologist
for minors and a pediatric urologist-andrologist. They operate with varying effectiveness, both as independent struc-
tures and as subdivisions of adolescent reproductive health centers, more often on the basis of children's polyclinics
or women's consultations. Analysis of monitoring data on conditions and volumes of medical services in the field of
reproductive health of children and adolescents. The algorithm developed by the specialists of the City Center for Re-
productive Health “Juventa” was applied based on the requirements of the procedures for providing medical care in the
profile of obstetrics and gynecology, pediatric urology-andrology. The structure and scope of activities of reproduc-
tive health services for children and adolescents in different administrative districts of the city varies significantly.
This is due to the disregard of uniform requirements stipulated by regulatory documents and the lack of a unified
methodology for the formation of these services. In a situation of a steady increase in the number of visits, especially
for preventive purposes, institutions demonstrate a different level of efficiency of their activities. Independent offices of
an obstetrician-gynecologist for minors do not fully provide all aspects of reproductive health protection and are primar-
ily focused on working with prepubescent children. Reproductive health centers are highly sought after and preferred
for providing comprehensive medical, psychological and social assistance to adolescents. The structure of reproductive
health services for children and adolescents in each administrative district of the city should be represented both by the
offices of an obstetrician-gynecologist for minors, and necessarily by centers for the protection of adolescent reproduc-
tive health. An urgent task should be considered the formation of a system of professional training of gynecologists
to work with children and adolescents.

Keywords: center for reproductive health of adolescents; adolescents; reproductive health; preventive medical examination;
gynecologist for minors.
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OPATVHASTBHBIE CTATBM

BBEJEHUE

PenpoayKTMBHOE 3[10pOBbE M PEMPOSYKTUBHBIA NOTEH-
Li1an noapacTatoLLero NoKoeHNs CRyxaT GakTopoM Haumo-
HanbHoW BesomacHocT cTpaHbl. bnarogaps peanusauum
HaumoHanbHbIX nporpaMM B coumansHoi cdepe, LOCTUTHY-
Thl 3HaYMMble pe3ynbTarthl. B cootBeTCTBMM € AaHHbIMM De-
JepasnbHoii CyX0bl rocyaapcTBEHHOM cTaTUCTUKM (PoccTar),
MONOXUTENbHblE TEHLEHUMU MOCNeAHEro LecATUneTus
NpOSBASAIOTCA B MOCTOSHHOM CHUXEHWUM CMEPTHOCTU: MaTe-
PWHCKOI M MNafeHYecKol, [eTel BCeX BO3PacToB OT BCEX
npuumH. 3a 5 net ¢ 2017 no 2021 r. B Poccumn Konmue-
CTBO MpepbiBaHMN 6epeMeHHOCTU Y HECOBEPLLEHHONETHUX
15-17 net cHu3mnockb noytn Ha 27,9 % — c 4865 po 3507
[6, 71.

TeM He MeHee MPOCNEXWBAKOTCA U HEraTUBHbIE TEHLEH-
umn. CyMMapHbIi KOaQOUUMEHT poxaaemocTy (mcno po-
OMBLUMXCA AeTel B pacyeTe Ha 1 eHLWwuHy) B Poccuitckon
®epepauum (P®) ¢ 2015 no 2022 r. yMeHblumncsa ¢ 1,78 go
1,42. B Cankr-lleTepbypre 3TM noKasaTenu HUM¥e — COOT-
BeTcTBeHHo 1,59 1 1,28, Mpu 3toM, no nporHosam Poccrara,
B bnmxkaiiwme 10 NeT NONOKMTENBHOM AMHAMUKM He 0XuUAa-
eTcsl. B nepcnekTvBe Hen3bexHO yMeHbLLEHWE YNCTIEHHOCTH
peteit 0-15 ner. Mo panHbIM Pocctara, K 2035 r. ux MoxeT
cTaTb MeHbLue Ha 5—10 MH YenoBek. KonnyecTso nnu B BO3-
pacte 25-35 neT, OpMUPYIOLLIMX OCHOBHOM PENPOAYKTUBHLIN
noteHuman, ¢ 2010 no 2022 r. ymeHbLumnock ¢ 25 123 Tbic. fo
22 489 ThIC. YenoBex.

370 0ZiHa U3 CEPbE3HBIX NMPUHMH HEYKIIOHHOTO CHUMEHMSA
poxaaemocty ¢ 2015 no 2022 r. Ha 636 Teic. yenosek” [11].

CHMKaeTcs LieHHOCTb MHCTUTYTa ceMbu. KonmmyecTBo
bpakos B Poccuiickon ®epepaunm ¢ 2010 go 2022 r. yMeHb-
wunock B 1,2 pasa (c 1215066 po 1053756). Konmuectso
pa3Boj0B COXpaHAEeTCA BbICOKUM. 3a nocnegHue 10 net oHo
JepXuTca Ha ypoBHe okono 600 Thic. YaenbHbIi BeC aeTei,
poXaeHHbIX ¢ Maccol Tena MeHee 2500 r, B PO u CaHKT-
Metepbypre 3a nocneaHWe rofpl cocTanset okono 6,0 %°.
Popmnock peten (Maccon tena 1000 r u 6onee) 60mbHbI-
MW WUnm 3abonenu B nepuofe HoBOpoXAeHHocTH B 2020 r.
433,5 TbIC. yenoseK. 310 coctaenset 30,9 % ot uncna fetei,
poamBLumxcs kmebiMu. B 1980 r. Takmx getent bbino noyt
B 4 pasa MeHblwe — 7,9 % [1].

Pacnpepnenenue pneteit PO no rpynnaM 310poBbs 0CTa-
eTCA J0CTaTo4Ho cTabunbHbIM. B 2021 r. | rpynny 3p0poBba
umenm 27,9 %, Il — 56,3 %, Il — 13,2 %, IV — 0,6 %, V —
2,0 % petent [5, 11]. Mokasatenu CaHkr-leTepbypra Bbi3bl-
BalOT MeHbLuMiA onTummaM: | rpynna 3goposbs — 10,8 %,
Il — 67,1%, Il — 19,6 %, IV — 0,4 %,V — 2,1 % peteir".
[lons peteii B Bospacte Ao 18 net, MMetoLLmX N0X0e U 04YeHb
MoXoe COCTOSHWE 3[0p0BbsA (B MPOLEHTaX K 0bLLeMy umcny

" ®CH N° 30 «CBepeHma 0 MeaMUMHCKOM opraHusaumi» 3a 2021 .
CaHkT-lleTepbypr.

2 TaMm xe.

3 TaM xe.
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Tom 14,Ne 4, 2073

BOI: https://doi.org/10.17816/PED14473-83

leanarp

LeTel B COOTBETCTBYIOLLEN rpynne), 3a nocnefHue 5 net
B PO cocrasuna 0,7-1,2 % [1].

OTMEYeHHblE TEHAEHLMM HanpAMYK OnpefensioT co-
CTOSHME PEnpOAYKTMBHOTO MOTeHUMana feTen. YpoBeHb
MOPaYKEHUs PenpoLyKTUBHOW Ccdepbl MO pe3ysbTataM Auc-
naHcepu3saumn noapoctkoB 15—17 net CaHkr-lleTepbypra
B 2010-2015 rr. coctansan y toHowein 11,6-16,1 %, y pe-
Bywek — 15,2-20,1 % [8]. Mo faHHbLIM rofoBbIX OTYETOB
Bpayel — aKyLLepoB-TMHEKOIOr0B U YpOJIoroB-aHposIoroB
netckux Cankt-letepbypra 3a 2017-2022 rr., no pe3ynb-
TaTaM [AucnaHcepusauuu nogpoctkoB 15-17 net ypoBeHb
MOpaKeHUs PenpoLyKTUBHON Cepbl CHU3WICA B CPAaBHEHUM
¢ 2010-2015 rr. u coctaBun y toHowwein 6,1-11,2 %, y nesy-
wek — 9,7-15,9 %.

CoBpeMeHHas 3G deKTMBHas cUCTEMA OXPaHbl PenpoayK-
TUBHOTO 3[0pOBbSA AETel W NOAPOCTKOB [OMKHA UHTErpU-
pOBaTh Ne4ebHO-NPODUNAKTUYECKYI0 U MEAUKO-COLMATbHYH
LeATeNIbHOCTb, @ TaKKe NponaraHgy OTBETCTBEHHOrO0 POAM-
TeNbCTBA.

B 2022 r. B CaHkr-IleTepbypre npuHsata KoHuenuus pas-
BUTUS| MEMLIMHCKOM W COLMaNbHOM MOMOLLYM AETAM, MaTepsiM
M ceMbsM, BOCMMTLIBaloWMM aeTel’. OHa npeycMaTpuBa-
eT onpejeneHne MPUOPUTETHBIX HamnpaBneHuin U cnocoboB
obecneyeHus B cpeaHecpoyHon nepcnektuse (2022-2025)
YCTOAYMBOTO CHIKEHUSA YKCNa abopTOB, MaTEPUHCKOI U MNa-
LEHYECKON CMEepPTHOCTH, POCTa POXAAEMOCTU, YKpPEMNeHuUs
PEenpoayKTUBHOO 3[,0POBbA HACENEHWS.

B cootBetcTBUM C [NaHoM MeponpusTMiA N0 COBEPLLEH-
CTBOBaHUI0 OKAa3aHWA MeAMLMHCKOM NMOMOLLM, HanpaBieH-
HOI Ha YKpenneHue penpofLyKTMBHOIO 3[,0p0BbA HaCeeHus
CaHkT-letepbypra Ha 2020-2021 rr. [2], rnaBHbIM BHeL-
TaTHbIM CMELMannUCTOM Mo TMHEKOMOTMM LETCKOr0 U H0HO-
weckoro Bo3pacta Komuteta no 3apaBooxpaHeHuto [pa-
ButenbcTBa CaHkT-leTepbypra npu yyacTuv cnewumanmcToB
Cankt-leTepbyprckoro BY3 «l'opofckoii LeHTp oxpaHbl pe-
NPOAYKTUBHOIO 34,0p0oBbsA NOAPOCTKOB ,H0BEHTa"» npoBefeH
ayauT YCioBuM U 06BEMOB OKa3aHWS MESMLMHCKMX YCayr
B cepe oxpaHbl PenpoAyKTUBHOMO 3[,0POBbs AETel U Noj-
pocTKoB. AnroputM ayauTa «Kputepun 3KCMepTHOW OLIEHKH
OpraHu3aumm, OKasbiBaloLLEN NepBUYHYI0 MeAMKO-CaHUTap-
HYH0 MOMOLLb NOLPOCTKAM, C LieIbl0 0XpaHbl PenpoLyKTUB-
HOro 37,0p0Bbsi» CKNaAbIBACA U3 aHaM3a NPeACTaBNEHHbIX
LaHHbIX CTaTUCTUYECKOW OTYETHOCTU WM HEMOCPESCTBEHHOM
IKCMEPTHON OLIEHKM YCNOBUW OKa3aHUs MeAMLMHCKOM No-
MowmM u 3bdeKTMBHOCTM [esTenbHOCTM 34 KabuHeToB
aKyLLepOB-TMHEKO0r0B U YPOSIOroB-aHApPOIOroB AETCKUX
(KabureTbr) 1 15 LleHTpoB 0XpaHbl penpoLyKTUBHOTO 3[0-
poBbsi noapocTkoB (LLOP3[1) agMWHWCTPATMBHBLIX paiioHOB
Cankt-lleTepbypra.

OueHuBanu cnefytoLLme NoKasaTesiu: COOTBETCTBUE YKOM-
MNEKTOBAHHOCTM LUTATHOrO PacnmcaHus CTPYKType W uuc-
NEHHOCTU MPUKPENJIEHHOTO HACceNeHns; OpraHW3aLMOoHHbIe

5 «KoHuenums nanbHeillero passuTUs MeIULMHCKOM U COLManbHOM
MOMOLLM MaTepsAM, AETAM U CEMbAM, BOCTITLIBAIOLLMM feTeit» MpaBuTenb-
cta CaHkT-leTepbypra ot 11.02.2022 N 10-18-442/22-0-1.
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(opMbl 0KazaHus nomowum aetam 0-9 net u nogpocTkam 10—
17 net BKtoUMTENbHO; cTeneHb rotoBHocTn LIOP3M1 u camo-
cTosTenbHbIX KabMHETOB K NOSTHOLEHHOM LeATeNbHOCTH; YC-
NoBWA 4515 paboTbl cneuuanncToB v npebbiBaHWs NaLMUEHTOB;
cooTBeTcTBME NomelueHuid KabuHertos n LIOPIN3 tpebosanu-
am Mopsaaka 1130H° HanuuMe YTBEPXKEHHBIX anropUTMOB
1 K/MHWUYECKMX PEKOMEHALMIA 1Mo NpOdUIK0 CreLmanmcToB;
JucnaHcepHoe HabniogeHve; 3hdEKTUBHOCTb M KauyecTBO
npodunakTMyeckon paboTel, BKMYas cobmofeHue Tpe-
BoBaHMIn K NpOBEAEHUI0 NPOGUNAKTUYECKUX MEAMLIMHCKUX
ocMoTpoB (1IMO), NpoCcBETUTENBCKYI0 AEATENBHOCTD; peanu-
3aLMI0 Mep KOMMJIEKCHOW NOLAEPIKKN HECOBEPLUEHHOETHUX
DepeMeHHbIX; YAeNbHbIN BEC MOCELLEHU A C NpodunakTnye-
CKOW Lenbio, cobmopenne TpeboBanui Mopaaka Ne 1130H
Mo BMAaM OKa3biBaeMbIx ycnyr. OLeHKa opraHn3aumnm Takxe
BKJIKOYaa HalMyme MeSMLUMHCKUX OpraHv3aLuid, B NepeyeHb
JIMLLEH3UPOBAHHBIX BMAOB [LEATENIbHOCTU KOTOPOW BXOAMT
«aKYLIEPCTBO W TMHEKOJIOMUS» U «IeTCKas Yposorus-aHapo-
Norus», 3aHATLIX B OpraHM3aLmy NpogunaKTUIecKon paboTsl
cpeam nogpoctkos; LIOP3[; cTpykTypbl, LeneBbiM 06pa3om
3aHATON OXPaHOW PenpoAYKTUBHOIO 3[,0p0BbsS MOAPOCTKOB.
[ins oueHKkM mcnosnb3oBanu BanmbHylo CUCTEMY, paBHYH
1 6anny (cootBetcTBME) MM 0 Hannos (HecooTBETCTBHE).

CooTBETCTBME CYMMapHbIX 3HaYeHWWA OMPEeAensaM Mo
CO3[aHMI0 CTPYKTYPbI, LieneBbiM 00pa3oM 3aHATOW 0XpaHou
PenpoAyKTUBHOrO 3[,0POBbA NOLPOCTKOB, KOTOpas HAXOLUT-
A Ha 3Tane nopbopa nepcoHana, IMLEH3MPOBaHMs, pea-
NN3aLMM, TIPOEKTUPOBAHUS, PacCMOTPEHUS PYKOBOACTBOM
cybbekTa.

YunTbiBanM BO3MOXKHOCTb MOMyYeHWs BecnnaTtHoi Me-
OVLUMHCKOW ycnyrv naumeHTamm, B Bo3pacte ¢ 10 go 17 net
BKJIIOUMTENbHO; HanMyMe MecTa LI OXWAaHuA npueMa
cneuuanucTos, ans nuu B Bospacte ot 10 go 17 net Brto-
YMTENIbHO; HaNMuMe BbIGENEHHOr0 CTaLMOHApHOrO HoMepa
TenedoHa s paboTbl C MOLPOCTKAMMU; HalMuMe UHTEp-
HET-COeAMHEHUS!, KOHTaKTHOrO afipeca 3NIEKTPOHHOM MOYTb
(e-mail); Hanuume cobCTBEHHOM CTpaHuUbl/caiiTa B CETH
MHTEPHET; CyMMapHOe BPeMs MpueMa CMeLmManucToB B Bbl-
JeneHHON cTpyKType (He MeHee 80 4 B Hepento); BO3MOXK-
HOCTb NPOBeAeHNs NPOdUNAKTYECKON paboTbl M FPyMMoBbIX
3aHATUI C NOJPOCTKaMM Ha Base BbIAENIEHHOW CTPYKTYpbI;
OTAENbHbIA BXOL 4151 NOAPOCTKOB; KOJIMYECTBO BbILENEHHBIX
CTaBOK BpayebHOro nepcoHana (COrnacHo yTBepXaeHHOMY
LUTAaTHOMY pacnucaHmnio) GU3NYECKUX JIULL, TPYLOYCTPOEHHbIX
Ha CTaBKax BpayebHOro NepcoHana CoCTaBseT He MeHee 2;
KonnyectBo BblgeneHHblx B LIOP3MT ctaBok (cornacHo yt-
BEPIKAEHHOMY LUTAaTHOMY PacnucaHmio) NCUXoNoroB / Meau-
LIMHCKMX NCUXOJI0rOB / MCUXOTepaneBToB, CoLManbHbIX Neaa-
roroB — He MeHee 1. YuuTbiBanu Hanuume yTBEPKLEHHbIX
anropuTMoB, MPOTOKOJIOB W KJIMHUYECKUX PEKOMEHLALMI Mo
Npodunio CneunaniucToB, anropuTMoB FPYNNOBbIX 3aHATUMH,
CEMWHApPOB M TPEHWHIOB LS MOAPOCTKOB, B pa3paboTke

¢ Mpukas Munuctepcta 3apasooxpaHenus P® ot 20.10.2020
N2 1130H «06 yTBepxAaeHum Mopsaka OKasaHMs MeLMUMHCKON MOMOLLM
o npoguio ,akyLIepcTBO U TMHEKONOMUS ».
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KOTOpbIX NpuHsAM yyactue cotpyanuku LOP3I; npoBeaeHne
MO nuuam B Bospacte ot 10 go 17 neT BKIOUNTENBHO; bec-
MNaTHoOe pacnpocTpaHeHUe DapbepHbIX KOHTPaLLENTUBOB AN
MOLPOCTKOB; HafMuMe TEMATUYECKUX NeYaTHbIX MaTepuanoB
ONs Bblfauu naumeHTam, peanusaumio becepn nepep MMO.
YuuTblBanM opraHu3aumio BaKLMHALMM MOAPOCTKOB Mpo-
TUB BMpYCa ManuIoMbl YeNOBEKA, peanu3aumio Mep KOM-
MEKCHON MOAAEPXKN HECOBEPLUEHHOMETHUX DepeMeHHBbIX,
BO3MOXHOCTb 3abopa Matepuana u BbIMOSHEHUS METOAOB
NabopaTopHOW AWMarHOCTUKM UHEKLWIA, NepeaaBaeMbix No-
NoBbIM MyTeM y noapocTkos, B ycnosusx LIOP3[T; Hannume
OVCMaHCepHOW rpynnbl y Bpadya — aKyLuepa-r1HeKosnora,
yponora-aHgposora AeTcKoro.

MOOENIU CNNYXKB OXPAHbI
PEMPOAYKTUBHOIO 310POBbA
B CAHKT-TNETEPBYPTE

[MopsiLKOM OKa3aHUs Me AULMHCKOM NOMOLLM MO NpoduIio
«aKyLLIePCTBO W MMHEKoNoruaA» ' npeflycMoTpeHbl /1Ba Bap-
aHTa NepBUYHON CreLnann3NpoBaHHO MeANKO-CaHUTapHOi
MOMOLLM HECOBEPLUEHHONETHUM C Liefiblo NPOGUNAKTUKM,
OMarHoCTUKW W NIeYeHUs! TMHEKONIOrMYecknx 3aboneBaHuit:
KabuHeTbl B MeAMLMHCKWX OpraHu3auusX, OKa3blBaLLMX
MepPBUYHYI0 MeAMKO-CaHUTapHy0 noMoLlb fetam, 1 LIOP3II.
MeanumMHCKy0 NOMOLLb N0 NPOdUIID «YpoNorvsi-aHAPOSOrUs
JeTCKas» OKa3blBaloT KabuHeTbl B cOCTaBe AETCKUX ropof-
CKUX NOSMKIMHUK (0Taenenuii) [3, 4] .

Opranusauma LIOP3M u KabunetoB, ux Konuyectso
W MOLLHOCTb OMpejensTcs B COOTBETCTBUW C 0COBEHHO-
cTamMm 1 notpebHocTaMn cybbekToB Poccuitckon Qepepaumn
W B COOTBETCTBUM C PEKOMEHLYeMbIMU LUTAaTHbIMU HOpMa-
TMBaMu — 1 [OMKHOCTb Bpaya aKyluepa-ruHeKonora ans
HeCOBEPLUEHHONETHMX (M0 OKa3aHUK0 MeAULIMHCKOW NOMOLLM
B aMOynaTopHO-NONMKIMHUYECKMX YycnoBusx) B KabuHe-
Te u 1,25 pomkHoctu Ha 10000 peTckoro HaceneHus —
B LOP3IM1. Cneuuanuctbl, paboTaioime B 3TUX CTPYKTypax,
LOMKHbl UMeTb MOATOTOBKY M0 0C0BeHHOCTAM (popMUpo-
BaHWA penpoiyKTUBHOW CUCTEMBI M TeYeHUs TMHEeKonornye-
CKOW naronoruu y aeteir. Pasnuunsa atux gsyx dbopm coctost
B 00CNyXKMBaeMbIX KOHTWUHIEHTaX, LUTaTHOM pacnucaHuu,
HanpaBneHusx U obbeMax pabotbl. KabuHeTbl OKasbiBaloT
noMollb AeTaM Bcex Bo3pactoB (0—17 neT BKIOUUTENBHO),
a LOP3M — Tonbko nogpoctkam 10—17 net BKIOUUTENBHO
oboero nona. Heobxopmmoctb LIOP3[1 06bsicHAeTcs buoncu-
X0coLManbHbIMU 0COBEHHOCTAMM MOAPOCTKOB, ONpejensio-
WmuMK GOpMMPOBaHUE UX PENpOLYKTMBHOTO 340POBbS U pe-
NPOLYKTUBHOIO noTeHumana [4].

B 3apgaun KabuneTa BxoposaT MeponpusaTus no npodm-
NaKTUKe, AUArHOCTUKE, NIeYeHno 3ab01eBaHUIA U COCTOSHUH,
MeJMLMHCKOW peabunutaumm, GopMMpoBaHUI0 34,0pOBOrO
00pasa MU3HW Y [EBOYEK C POXKAEHNUS 0 AOCTUKEHUS UMM
18 net [10].

7 TaM e.
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MpenycMoTpeHo: KoMnneKcHoe obcnesoBaHue, BeLleHue
W AMCNaHcepu3aLms HeCcOBEPLUEHHONETHUX C MMHEKONOrU-
YecKUMM 3aboneBaHMAMM, HapYLLIEHUEM MOJIOBOMO Pa3BUTUS
1 NaTonoruen MoOYHbIX JKene3 Npu HajMunMW ComyTCTBYHO-
LMX IKCTPAreHUTaNbHbIX, B TOM YMUC/E 3HAOKPUHHBIX, 3a-
boneBaHuii ¢ npuBneyeHMeM MPOGUBbHLIX CMeLUanucToB
Mo COOTBETCTBYIOLWMM CMELManbHOCTAM; NpoduiaKTyu-
Ka WHQEKUMI, nepefaBaeMbiX MOMOBLIM MyTeM, BKIOYas
BUY-nHdeKumio; npodunaktvka BO3HUKHOBEHMS HenpeaBH-
LEeHHON BepeMeHHOCTY (BO3LepXKaHuWe, KOHTpaLLeNnLus); caHu-
TapHO-TUMMEHUYECKOE MPOCBELLEHNE HECOBEPLLEHHONETHMX,
WX POAMTENEN UM UHBIX 3aKOHHbIX NPEACTaBUTENEN W CrIELM-
anucToB OpraHW3aLmiA cpeaHero M NpodeccoHanbHOro cpea-
Hero 0bpa3oBaHKA Mo BONPOCaM KOPPEKLMM HaBbIKOB MHTUM-
HOM rMrMeHsl, yCBOEHWe CTepeoTMna 3L,0poBoro 0bpasa XKu3Hu
1 OTBETCTBEHHOIO OTHOLLEHWS K PENPOAYKTMBHOMY 3[10POBbIO;
nepBuUYHas NMPOGUNAKTUKa OHKONOMMYECKUX 3aboneBaHmii No-
noebIx opraHos [2, 10]. O4eBnAHO, YTO CTONb LUMPOKMIA Kpyr
3afla4 CI0XHO PeLUMTb CUNaMK OLJHOTO Bpaya — aKyllepa-
TMHEKOJIora WK Yposiora-aHaposiora AeTCKoro.

OyHkumn  pestensHocT LIOP3M 3HauuTenbHo Lmpe.
LIOP3M1 obecneunBaeT npodunakTMYeCKyl0 U OpraHu3aum-
OHHO-MeToAMYecKylo paboTy, OKasblBaeT KOHCYNbTATUBHYIO,
neyebHO-AMarHOCTUYECKYI0, BOCCTAHOBUTESTBHYHO U COLMAb-
HO-NCUXOJIOMMYECKYHO, @ TAKKE OPUANYECKYI0 NOMOLLb Noj-
POCTKaM, HanpaBeHHYK Ha COXpaHeHWe UX PenpPOAYKTUBHO-
ro 340poBbs. BaxHbIM HanpaBnenueM aeatensHocti LOP3I
ABNSAETCS NPEEMCTBEHHOCTL B paboTe ¢ Apyrumu ciyxbamu
3[1paBOOXpaHEHMs], @ TAKKE MEXBELOMCTBEHHOE B3aWUMO-
OelicTBMe C OpraHaMu coLManbHOW 3aluTbl, 06pa3oBaHus,
MOIOAEXKHOW MOMMTUKA W JPYrMMU OpraHU3aLMOHHBIMU
CTPYKTypamMu B 0671aCTU COXPaHEHWUS! U YKPenneHus penpo-
LYKTMBHOrO 3[,0p0BbSl MOAPOCTKOB, MeLUKO-COLMaIbHOM
peabunuTaumm 1 NponaraHzibl 0TBETCTBEHHOIO PENPOLYKTUB-
Horo nosefeHus. OcHoBoi geatenbHocTu LIOP3IT saBnsetca
KOMMJIEKCHas MeMKO-NCUXO0NOro-coLyabHas NoMoLlb Ha
TEPPUTOPUM OLJHOW MeLMLIMHCKON OpraHu3aLmm.

[ina oueHKN 3P HEKTUBHOCTU AeATENBHOCTM ITUX CRyXK6
Ba)XXHO, 4TO ynpasneHue AesTenbHocTbio KabuHeta ocy-
LeCTBASET PYKOBOAWTENb MOAPA3feneHns MedMLMHCKON
OpraHM3aumuu, B COCTaBe KOTOPOro OH CO3AaH (B [LEeTCKOW
MONIMKITMHUKE, KEHCKOW KOHCYNbTauuu, MepuHaTanbHOM
LeHTpe M ap.). Takol afMWHWCTPATOp, Kak NpaBuno, He
ABNSETCS CMELManucToM B 061acTU MMHEKONOTMM LETCKOro
1 KOHOLLECKOro Bo3pacTa, yponoruu-aHgponorun. CooTseT-
CTBEHHO NOKa3aTenu paboTbl ByayT B 3HAUUTENLHOM CTEMEHM
OnpeaensTbCs KBanuduKaumen, MoTUBaLMEN U OTBETCTBEH-
HOCTbH) HEMoCpeACTBEHHO Bpaya — aKylUepa-r1MHeKonora,
yponora-aHgponora getckoro KabuHeta. Pykosoputenem
(3aBeaytowwmm) LIOP3IT Ha3HayaeTcs cneumanuct, 3HatoLwmmn
cneumduKy 0XpaHbl penpoayKTUBHOMO 34,0p0Bbs NOLPOCTKOB
1 CMocobHbIN rPaMOTHO OpraHM30BaTb KOMaHAHYK paboTy
NoA4YMHEHHOrO NepcoHana.

AnMuHucTpatuBHble paiioHbl CaHkT-lletepbypra cyuie-
CTBEHHO Pa3NMYaOTCS MO YACTEHHOCTM LETCKOTO HAaCesIeHMSI.
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Tak, B 2021 r. konnuecTBo feteii 0—17 net B KpoHLwTaaTCKOM
paioHe cocTasuno 8074, B [lpuMopckoM paiioHe B 12,9 pasa
bonblwe — 104361 yenosek. BnonHe o4yeBnaHO, 4To BbibOp
(opM OKa3aHWMA MeJMLMHCKOW MOMOLLM AO0MKeH basupo-
BaTbCS M Ha 3TUX MOKa3aTensx.

B HacTosiee Bpems cnyxby oxpaHbl penpoayKTUBHO-
ro 3gopoBbsi nofpocTkoB CaHkT-lleTepbypra coctaBnsioT
60 KabuHeToB, 13 HuX: 36 camocTosATeNbHbIX KabMHETOB IH-
HEKO/I0rMu AeTel U NoAPOCTKOB (33 — B AETCKUX rOPOACKUX
MOJIMKIIMHUKAX, 2 — B KEHCKUX KOHCYNbTauusax, 1 — B KOH-
CY/bTaTUBHO-AMarHOCTUYECKOM LieHTpe) U 24 KabuHeTa —
B LLOP3I1. ObLee KonmyecTBo crneumannaMpoBaHHbIX KabuHe-
TOB YPOOr0OB-aHAPOIOr0B JETCKUX B AETCKUX NMONMKIIMHUKAX
u LLOP3M — 55. Ewe 8 cTpyKTypHbIX nogpasaenenuii (OTae-
NeHWe) YacTuyHo cooTBeTcTBYOT Kputepuam LIOP3M (ueHTp
«MoapocToK 1 ceMbsi», OTAENEHWNE MEAMKO-COLMANBLHON No-
MOLLM, KOHCYbTAaTUBHO-ANArHOCTUYECKUA LIEHTP NS feTeil
MoJPOCTKOBOro Bo3pacTa). [pumMeyatensHo, yto LIOP3M ecTb
B HebOMbLUMX MO YMCNEHHOCTW ETCKOro HaceneHus paiio-
Hax (MeTporpaackuii, 16 137 pmeTeil) U OTCYTCTBYIOT B CaMOM
KpynHoM — [1puMopcKOM paiioHe ropofa.

CPABHUTEJIbHAA XAPAKTEPUCTUKA
PA3JIN4HBIX BAPUAHTOB CUCTEMbI
OXPAHbI PEMPOAYKTUBHOIO
3/10POBbA

Mo aaHHbIM YnpaeneHus ®epepanbHoi cnyx6bl rocy-
JapcTBeHHon ctatucTuku no CankT-MeTepbypry u JleHuH-
rpazckoi obnactu, konmyectso aeten B Bospacte 0-17 net
BKJTIOUMTENbHO (AeBoyeK U Manbuukos) ¢ 2016 no 2021 r.
B CaHKT-lleTepbypre noctosHHO yBenmunsanocb — ¢ 821979
10 963262 (6onee yeM Ha 141 Tbic.) yenosek [13].

Mo AaHHBIM rofOBbIX CTATUCTUYECKUX OTYETOB Bpayen
aKyLLepoB-rMHEKONO0roB, 06CyXUBalOLLMX AeTCKoe Hacene-
Hue B Bo3pacTe 0—17 neT BKIOUNTENBHO, W YPOSIOrOB-aHApPO-
NOrOB [ETCKMX BO BCEX MEAMLIMHCKUX OpraH13aLmsx ropoaa,
OKa3blBalOLLMX MEPBUYHYK MeAMKO-CaHUTapHYK MNOMOLLb
MoAPOCTKaM B aMOynaTopHbIx ycnosusx, B 2021 r. Bbiaene-
Ho 88,0 cTaBoK Bpayeil aKyLLEepOB-TMHEKOSIOr0B, U3 KOTOPbIX
yKoMnnekToBaHo 82,7 % (72,75 cTaBOK 3aHATO, YUCNO GU3M-
YeCKUX Ny, — 76). bosbLUMHCTBO Bpayel aKylLepoB-Ti1He-
Konoros — 72 yenoseka (94,7 %) — npoLunmn noBbILEHME
KBanM@UKaLmMM No TMHEKONOrMM JETCKOT0 U HHOLIECKOro
Bo3pacTa. o npodunio «yponorus-aHaponorUa AeTcKas»
BblJeNeHO0 47,5 CTaBOK Bpayen LETCKUX yposioroB-aH4posio-
roB, KoTopble 0becneyeHbl Ha 84,2 %.

Uncno [omKHoCTel Bpayen — aKyLlepoB-rMHEK0N0roB
B NOZpa3feneHnsX, OKa3blBalOLLMX MeLULMHCKYI0 NOMOLLb
B ambynaToOpHbIX YCOBMAX, EXErofHO YBENUYMBANOCh
NPONOpLMOHaNbHO BO3PACTaHUI0 UMCIIEHHOCTU [EBOYEK.
Bmecre ¢ TeM notpebHoCTb B ycnyrax no penpomyKTMBHOMY
30,0pOBbl0 HECOBEPLUEHHONIETHUX CYLLECTBEHHO OMepexaet
MPOrHO3MPYEMYID Ha OCHOBE TEMMOB POCTa YUCIEHHOCTH
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AETCKOro Hacenenus. KonnyecTeo noceLueHni B pacyeTe Ha
0Hy CTaBKy Bpaya Bo3pactaeT (Tabn. 1).

Mpn 3TOM KONKMYECTBO 3aperncTpUpoBaHHbIX 3aboneBa-
HUi Ha hOHe BO3paCcTaHWsA YMCIEHHOCTU HaceeHs 0CTanoch
Heu3MeHHbIM (cooTBeTCTBEHHO 36708 n 36422 cnydaes),
a Ko/M4ecTBo 3ab0NeBaHNi, BbISBNEHHBIX BMIEPBbIE B KW3HY,
Aaxe cHu3nnock Ha 5,1 %. Bo3MoxkHo, 310 CcBSA3aHo ¢ yBenu-
YeHWeM KONMYeCTBa NOCELLieHMiA, 0c0beHHO ¢ MpodunakTUye-
CKOW Lienbio. TakKe 04eBMAHO, YTO NPOCTO KONMYECTBEHHOE
YBEJIMYEHME YMCNa Bpayeil — aKyLLepoB-rMHEKO/IOr0B Npu

Vol.14(4) 2023

Pediatrician (St. Petersburg)

3HauNTESIbHO BO3POCLLEN HArpy3Ke He MPUBESIO K YNTyULLEHNIo
KayecTBa OKa3blBaeMol MOMOLLIA.

Eule ogHMM K3 daKTopoB, BAUAKOLLMM Ha KayecTso
OKa3blBaeMOi MeAMLMHCKON NoMoLLM, MoryT BbiTh pasnu-
ymnsa Bo3MoxHocTel 1 3apay Kabunetos u LIOP3I. B cBasu
C 3TUM NPeACTaBAsiach BaXKHOW CPaBHUTENIbHAA OLLEHKa
LESATeNIbHOCTM 3TUX CTPYKTYP. YUperKaeHUs pasinyatoTca no
00CNyKMBAEMOMY KOHTMHTEHTY, COOTBETCTBUIO TPebOBaHMUiA
MOMeLLEHU HOPMATUBHBIM [OKYMEHTaM, YKOMIMJIEKTOBaH-
HOCTM crieupanuctamm (tabn. 2).

Tabnuua 1. [IMHammka pocta uncneHHocTM peTckoro Hacenewus Caukr-[etepbypra 0-17 neT u nocelleHuii Bpaya — aKyluepa-

rMHeKosora, abc., %

Table 1. Dynamics of growth of the number of children Saint Petersburg aged 017 years and visits to an obstetrician-gynecologist, abs., %

lopbl / Years

Mokasatens / Indicator

2016 2017 2018 2019 2020 2021
tWcnenHoCT, Hacenenns (nesoqkn) 399451 419686 437200 449530 460566 468162
Konuyectso / Population size (girls)
ﬂ,VIHaMV!Ka YMCTIEHHOCTU HaCesIeHus, %/ 100 105.1 1095 1125 115.3 117.2
Population dynamics, %
KonnuecTBo noceLueHuii aKyLLepa-rMHeKo-
nora / Number of visits to an obstetrician- 126711 123938 201679 152321 149889 215089
gynecologist dynamics of visits
Duamuica nocewienwi, % / 100 97,8 59,2 120,2 118,3 169,7
Dynamics of visits, %
B ToM umncne nocelenni ¢ npodmnakTnye-
ckoit uenbio / Including visits for preven- 43818 49575 88697 53281 76280 108840
tive purposes
[lMHaMuKa noceLeHnit ¢ npodunaxktude- 100 131 2024 1216 1761 248 4

CKoI Lenbio, % / Dynamics of visits, %

Ta6nuua 2. 061Las XapaKTepuCTI KA BapUaHTOB CITy}6 0XpaHbl PenpoAyKTMBHOMO 3[0p0BbA HECOBEPLLEHHONETHUX B CaHKT-[leTepbypre
Table 2. General characteristics of options for juvenile reproductive health services in Saint Petershurg

[lons obpatenunin B pasbms- CootBetcTBue
Ke No BO3PacTHbIM rpyn- nomeLenuit, % / Hanuume B wratHoM pacnucaHuu, % /
CTpyKTypHoe nam, % / Percentage of hits Comepliance Availability in the staffing table,%
noapasaeneHve / by age group, % of premises, %
Structural
o N N _ MNopsiaky )
subdivision 0-17 09 1 10171 coumtbr /| Ne 1130w/ | ACTCKOrO yponora- ncvxonora /
net/ net/ net/ aHgporora / pediatric )
SanPIN Order No. ) ) psychologist
years | years | years 11300 urologist-andrologist
Kabuwer / Office 36,3 76,4 23,6 64,7 35,2 - -
LieHTp oxpaHbl penpo-
LYKTMBHOIO 3/10P0BbS
nofpocTKoB / 63,7 - 100,0 100 100 100 100

Adolescent Reproduc-
tive Health Center

*CaHlUH — CaHuTapHble npaBuna u HopMbl. **Mopagok 1130H — Mpukas MununcTepcTBa 3apaBooxpaHenns PO ot 20.10.2020 N2 11304
«06 yTBepxaeHuM NopsiaKa oKasaHWs MeaULMHCKO NOMOLLM Mo NPOdUI0 ,aKyLLEPCTBO U TMHEKOMOrUS ».

*SanPIN — Sanitary Rules and Norms. **Order 1130n — Order of the Ministry of Health of the Russian Federation of October 20, 2020
No. 1130n “On approval of the Procedure for the provision of medical care in the profile “obstetrics and gynecology”.

BOI: https://doi.org/10.17816/PED14473-83
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Taénuua 3. OcobeHHocTH OpraHu3aumn 0eAartesibHOCTU Pas/inyHblX BapuaHToB CJ'IY)K6 OXPaHbl penpoayKTMBHOIO 340p0BbA HECOBEPLUEHHO-

netHux CaHkT-lleTepbypra

Table 3. Features of the organization of the activities of various variants of juvenile reproductive health services

Ha Gase o bINOSHEHNE XBaT [ycnaHcepHbIM HabnioaeHreM noce
MMO" Ha 6 nMoe 00~ %/ | 5 0 1ab .
CTOVKTVDHOE cnyxosl, % / Preventive rr’1e di- | Beex TpeboBaHuit | NIMO, % / Coverage of dispensary observation
no,u.pi;);.uzﬁewe-/ Preventive medi- cal examinations MMO, % / All the after medical examinations, %
Structural cal exar_m;atmns are carried out requirements ;.f
subdivision are carried out O | o 4 cational preventive medi- | nonnoctbio / | uacTWdHo / | oTcyTcTayer /
the basis of the organizations,% cal examinations | completely partly absent
service, % ' have been met, %
Kabuker / 125 87,5 38,5 - 57,1 42,9
Office
gme”e””e / 85,7 14,3 66,7 85,7 - 14,3
epartment
LleHTp oxpaHbl penpo-
AYKTVUBHOrO 3[0POBbS
MoapoCTKoB / 100 - 100 85,7 - 14,3

Adolescent Reproduc-
tive Health Center

MIMO — npodmnakTyeckue MeamumHcKue ocMoTpbl. **00 — obpa3soBaTesibHble OpraHu3auum.

CootBetcTBytoT No ocHaleHunto Mopsaaky N2 1130H nuwwb
18 (52,9 %) m3 34 ocMOTpeHHbIX NoapasfeneHnin Meau-
LMHCKMX OpraHu3aumii. TonbKo B 8 afMMHUCTPATMBHbIX
paiioHax B paMKax nogpasgeneHus obecneuuBaetcs [o-
CTYMHOCTb YNbTPa3BYKOBbLIX METOAOB LMArHOCTUKM, JULIb
22 (64,7 %) n3 34 0CMOTPEHHBIX CTPYKTYpP OCHALLEHbl KOMb-
nockonoM. ObecneynBaloT LUArHOCTUKY MOJSIHOTO CEKTpa
WHEKLMIA, NepesaBaeMbIX MOOBLIM MyTeM, B TOM YMUCHe
OHKOTEHHbIX LITaMMOB BMpYyca ManuiioMbl YesioBeKa, —
23 (67,6 %) u3 34 ctpykTyp. [oTOBLI 06ECMEUUTL TPEDOBaHKSA
K MpoBeAEeHU0 M 06beMy MPOdUIAKTUHECKOTO MEAMLIMHCKOrO
0CMOTPa HECOBEPLUEHHOETHUX BPaYOM aKyLLEpOM-TUHEKONO-
rom cornacHo Mpukasy N° 514n° 24 (70,6 %) u3 34 npowueawmx
ayauT noapasneneHuin MeAULMHCKUX opraHu3aumii. B GonbLuen
Mepe TaKuMM BO3MOXHOCTAMM obnapatot LIOP3IT (tabn. 3).

Pabota c aucnaHcepHoii rpynnoi, GopMupyemoi B xofe
neyebHO-AMarHocTUYecKonm paboTbl, LOMKHBIM 006pa3oM
npoBoautcs Tonbko B 19 (55,9 %) 13 34 ocMOTpeHHbIX nog-
pasfeneHuii MeAMLMHCKMX OpraHu3auuid. XapaKTepHbIMu
LedeKTaMu ABNAKOTCA OTCYTCTBME aKTMBHOMO [MCMaHCep-
HOro HabmogeHua 3a nauueHTaMu, oTHeceHHbIMu K I, 1V,
V rpynnaM 300poBbs Mo pe3ynbTaTaM npodunakTUYecKux
MeJMLMHCKMX 0CMOTpOB. [lucnaHcepHas rpynna He cofep-
MUT MOJSIHOTO MEpeYHs MaToNOrMYeCKUX COCTOSHUA U MMHe-
KOMornyeckux 3aboneBaHui.

HecmoTps Ha AedeKTbl B GOPMUPOBAHUN LMUCTIAHCEPHON
TPynnbl, pe3ynbTarhl leuebHO-030pOBUTENBHON PaboThl Bbl-
3blBalOT ONTUMM3M. KonmuecTBO [eBOYEK BCEX BO3PACTHbIX
TPYNM, CHATBIX C AUCMAHCEPHOrO Y4eTa Mo BbI3A0POBIIEHUI,
33 nocnefiHWe rofibl HEYKNIOHHO yBenuumsaetca ¢ 33,1-
34,3% 82017 r. o 79,5-86,0 % — B 2021 1.

® Mpukas Munappasa Poccun ot 10 asrycra 2017 r. Ne 514u «O no-
psinKe NpoBefeHUs NPOQUIAKTUYECKUX MEAULIMHCKUX OCMOTPOB HecoBep-
LUIEHHOMETHUX».

BOI: https://doi.org/10.17816/PED14473-83

MPO®UNTAKTUYECKAA PABOTA

lpuMeyaTeneH pocT KONMYeCTBa MOCELLEHW C mpo-
(MNaKTMYeCcKoW LieNblo, YTO OTpaaeT MHTepec HecoBep-
LUEHHONETHUX K COXPAHEHWH) PemnpoLyKTUBHOMO 3[0pPOBbS.
WX ypenbHbIii BEC B CTPYKTYpE MOCELLEHUIA AETCKUX YpOsio-
ros-aHaponoros coctasun 48,5-58,4 %. B 2021 r. uucno
cnyyaeB 0bpaLleHni KOHOLLEN 3a COBETOM 0 Jt060# KOHTpa-
Lenuumm coctaBuno 2639, KOHCy/bTauuii N0 BONpOCaM CeKCy-
anbHoro noefeHns — 3436. [leByLUKM NpoOABNIAOT 60MbLLWIA
MHTEpeC K BOMpOCaM COXpaHeHUsl PenpoayKTUBHOMO 34,0po-
BbA. KoHcynbTaumio no BonpocaM KoHTpauenuuu nosyyun
7441 yenoBek, cekcyanbHoro nosepeHns — 13317, uto
BblLLE aHanor1yHoro nokasatens 2020 r. Ha 23,8 % (tabn. 4).

[puMeyaTesbHO, YTO Ha QOHe CYLLECTBEHHOMO YBEMYe-
HWS' KOHCYNbTaLMIA N0 PasfMyHbIM BOMPOCaM CEKCyanbHOro
noBefieHs, KONMYeCTBO [EBYLLEK, MPUMEHSIOLLNX KOHTpa-
Lenumio, cHM3unocb. BoamoxHo, 3to obycnoBneHo noBbi-
LIEHNEM OTBETCTBEHHOTO PEMNpPOAYKTMBHOMO MOBELEHMS.
Mo AaHHbIM uccnefoBaHus BcemupHoii opranusaumm 3apa-
BooxpaHeHus, B 2010 r. onbIT N0N0BO XM3HM B 15-neTHEM
Bo3pacTe uMenu 44 % poccuickux toHowei u 17 % pesy-
wek [12]. MNMpoBeaeHHoe B 2017-2018 rr. uccneposaHune
B CaHkT-lleTepbypre nokasano, 4Yto CpefHWit BO3pacT CeK-
cyanbHoro aebiota coctasun 16,2 roga [9].

3710 yTBepKAeHWe nogkpennsetcs AaHHbIMM CaHKT-
MeTepbypra o CHMMEHMM KonMuyecTBa abopToB y HecoBep-
LUeHHoNeTHMX (Tabn. 5).

BMecTe ¢ TeM caMble HU3KVWE NOKa3aTesu Mo BO3MOXHOCTM
npeLynpexaeHns HenpeLBUAEHHON DePEMEHHOCTU Y Heco-
BEPLLEHHONETHMX, 06CNeL0BaHMsA NOLPOCTKOB Ha MHBEKLMM,
nepefaBaeMble NoioBbIM MyTeM, 6ecnnaTtHOM BaKLMHaLMKU
MPOTUB OHKOTEHHbIX LUTaMMOB BMpYCa NanuiioMbl YenoBe-
Ka W penpojyKTUBHOIO MPOCBELLEHNS HECOBEPLUIEHHONETHUX
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Tabnuua 4. KonndectBo feByLueK, 06paTMBLUMXCA B LIEHTPbI OXpaHbl PenpoAyKTMBHOMO 3[,0p0BbA MOAPOCTKOB 33 COBETOM 0 J060i

KOHTpauenuuu, abe.

Table 4. The number of girls who have asked in center for reproductive health of adolescents for advice about any contraception, abs.

loabl / Years

Moka3zatens / Indicator

2016 2017 2018 2019 2020 2021

KonuyectBo feByLueK, 06paTuBLLMXCS 3a CO-
BETOM 0 J1t060¥ KOHTpaLenuum B 0T4ETHOM rogy
(230.0) / Number of girls who sought advice on 8251 17894 20996 14280 7265 ThAT
any contraception in the reporting year (230.0)

U3 UX YMCNIa MPUMEHWIM aBapUIHYIO KOHTpa-

uenuuto (Z30.3) / emergency contraception 1012 269 298 209 222 190

was used among them (Z30.3)
Mcnonb3yloT NoCToAHHYH KOHTpaLenuuto
(230.4) / Use permanent contraception (Z30.4) 8405 8415 7395 10924 5907 6395
Yucno KOHCynbTaumi, NpoBeseHHbIX Mo Bo-
mpocaM ceKkcyanbHoro nosegaerus (Z70.0-6) / 5271 5812 6197 9266 10753 13317

Number of consultations conducted on sexual
behavior (Z70.0-6)

Tabnuua 5. [pepbiBaHne GepeMeHHOCTW y HecoBepLUeHHoNeTHUX nogpocTkoB CaHkT-letepbypra 3a nepwon 2016-2021 rr.

(Ha 1000 noapoCTKOB COOTBETCTBYIOLLErO BO3PACTa)

Table 5. Abortions of pregnancy in minors Saint Petersburg for the period 2016—-2021 (per 1000 adolescents of the appropriate age)

Bospacr, net /

lopbl / Years

Age, years 2016 | 2017 2018 | 2019 2000 | 2021
13 0,06 0,0 0,15 0,1 0,05 0,2

14 06 0.4 07 07 0.4 06
15-17 3.9 40 3,1 3,0 2,2 2,2

Tabnuua 6. HekoTopble BUAbI MPODUIAKTUYECKON JeATeNbHOCTY B Pa3fMiHbIX BapuaHTax Cily6 oXpaHbl penpofyKTUBHOIO 3[,0p0BbA

HecoBepLUeHHONETHUX (yaenbHbIN Bec, %)

Table 6. Some types of preventive activities in various variants of juvenile reproductive health services (proportion, %)

[locTynHoCTb MeAMLIMHCKOMN noMoLuy /

CrpykTypHoe noppasgaenenue / Structural subdivision

LieHTp oxpaHbl penpopyK-

Availability of medical care KabuHet / OTmenenue / | TMBHOrO 37,0pOBbs NOLPOCT-
Office Department | koB / Adolescent Reproduc-
tive Health Center
Bo3MoxHoCTb 06Ce0BaHNs NOAPOCTKOB Ha MHEKLMM,
nepesaBaeMsle nosioBbiM nyteM / The possibility of testing adolescents 333 85,7 100,0

for sexually transmitted infections

[JloctynHa becrnatHas BaKLMHALMS NPOTUB OHKOTEHHBIX LUTaMMOB BU-
pyca nanunsoMsl YenoBeKa (He COBCEM TaK, Kak BaKLIMHUPYIOT TOJIbKO
B [leTCKOW nonuknmHuke) / Free vaccination against oncogenic strains
of the human papillomavirus is available (not exactly as vaccinated
only in a children’s polyclinic)

[JlocTynHbl 6ecnnatHble TecTbl Ha HePeMEHHOCTb U METOAbI IKCTPEH-
HOM KOHTpaLenuuM ANs COLManbHO He3alLMILEHHBIX Fpynn NoApPoCT-
KoBoro HaceneHus / Free pregnancy tests and emergency contracep-
tion methods are available for socially unprotected groups of the
adolescent population

[pynnoBble 3aHSATUS C LieNIb0 CaHUTapHO-MUMMEHNYECKOr0 NpocBeLLe-
HWs HecoBepLueHHoneTHUX / Group classes for the purpose of sanitary
and hygienic education of minors

KabuHeT BaKUMHaLUMU B AETCKOI NONMKIMHUKE /
Vaccination room in a children’s polyclinic

1,1

30,0

88,9

30,9

100,0

BOI: https://doi.org/10.17816/PED14473-83
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NpoeMoHcTpupoBany KabuHeTbl, He BXoASLLME B CTPYKTYpPY
LLOP3I1. Bo3moxHo, 310 06ycnoBnieHo TeM, yTo Bpaum Kabu-
HETOB HaLleNeHbl MPEUMYLLECTBEHHO Ha NpoBeAeHWe Npodu-
NaKTUYECKUX MEAULIMHCKUX OCMOTPOB W TEKYLLYI0 KIMHUYE-
CKyto paboTy, a KOHTponupytoLLas GyHKUMA PYKOBOAMTENEN
nopapasfeneHuid, BeposTHO, HeocTaTouHa. Kauectso npodu-
NaKTU4YecKoi paboTbl HampsMyto OMpeaensieTcs BULOM OKa-
3blBaeMoii nomowy (1abn. 6). OueBngHo, yto B KabuHerax
npodunakTuyeckas pabota c NMoApPOCTKaMU NPaKTUYECKM He
npoBoauTcs. [Ins 3TOro KOHTUHIEHTa MPeAnoYTUTENbHBIMU
asnsawtca LOP3I.

PesynbTaThl ayauTa BbISBUNW €LLE OfMH BaXKHbIA 40BOS,
B 060CHOBaHWM HEOBX0ANMOCTH Pa3BUTUA U COBEPLLEHCTBO-
BaHua LLOP3M1. Okono YeTBepTH NpepbiBaHMin BepeMeHHOCTH,
npoBefeHHbIX B CaHKT-TeTepbypre B 2021 r. y HecoBepLUeH-
HOJIETHWX, MPUXOAMTCS Ha JINL, C aAPEecoM MOCTOSHHOW peru-
cTpauuu B JleHuHrpafcKomn obnactv u uHbIx ropogax Poc-
CUM, B KOTOPBIX CNY6Obl 0XpaHbl penpoAyKTUBHOIO 3[0POBbS
MoJpOCTKOB OTCYTCTBYHOT.

3AKJIOHEHUE

MpoBefeHHbIN rMaBHbIM BHELUTATHBIM CMIELMANMCTOM M0
TUHEKOJOrMW ETCKOro U loHoLweckoro Bo3pacta Komuteta
no 3apaBooxpaHeruto MpaButensctBa CaHKT-leTepbypra npu
yyactum cneuuanmctos CankT-lNetepbyprckoro IbY3 «lopoga-
CKOI LIeHTp 0XPaHbl PENpoAYKTUBHOMO 34,0p0Bbs NOLPOCTKOB
»{0BeHTa"» ayauT (MOHUTOPUMHI) ycnoBuiA U 06EMOB OKa3a-
HWA MeULIMHCKMX yCnyr B cdepe 0XpaHbl PenpoayKTMBHOMO
3[10pOBbS eTeil U MOLPOCTKOB Ha OCHOBE TpeboBaHMI Mo-
PAAKOB O0Ka3aHWsi MeAMLIMHCKOW MOMOLLM N0 Npoduiio «akKy-
LUEPCTBO M TMHEKOJIOMUSI», «YPOJSIOrUsi-aHAPONIOrns AeTCKas»
BbISIBU/ TEHAEHLMM, BaXHble Ans ONTUMKU3aLmu ciyxb oxpa-
Hbl PenpoAyKTUBHOTO 3[,0pOBbA LeTeil U NofpocTKOB. CyLue-
CTBEHHO, YTO 3TW JaHHble HEBO3MOXKHO U3BNEYb U3 JaHHbIX
roCyZLapCTBEHHOM CTaTUCTUUECKOI OTHETHOCTU. BMecTe ¢ TeM
OHW He0OX0AMMBI AN KOHTPOJIA Ka4ecTBa OKa3blBaeMOi No-
MOLLM NMOAPOCTKAM.

BbisiBNeHa TeHAEHUMS eXKerofHOro yBEMYEHNUs KONn-
yecTBa MOCELLEHWA Ha OfHY AOKHOCTb Bpaya Aaxe npu
MOJIHOCTBIO YKOMMJIEKTOBaHHbIX LUTaTax Mpexae BCEro 3a
CYeT MOCeLLEHI ¢ NnpodunakTuyeckoi Lenbto. OaHako paxe
YBEJIMYEHWE KONMYECTBA BPayeli He rapaHTMpyeT BbICOKOrO
KauecTBa OKasaHWs MOMOLLM, TMOKA OTCYTCTBYET CMCTEMa
1 MexaHu3M NoAroTOBKM CMeLmMannucToB Ans paboTsl ¢ Heco-
BepLueHHoneTHUMM B LIOP3IT.

MNoka3atenn npodmnakTyecKoi u neyebHo-guarHocTu-
YecKoM paboTbl B pasHbiX afAMMHUCTPATMBHBIX palOHax ro-
poaa TpebyloT eMHON MeTOA0NorMU OPMUPOBaHMS CITYXD
0XpaHbl PenpoLyKTMBHOMO 3[0POBbs [ETell U NMOAPOCTHOB.
[lesTenbHOCTb BCeX CYLLECTBYHOLUMX CTPYKTYp LOJKHA CO-
oTBeTcTBOBaTb TpeboBaHuaM [opsgka N2 1130H. Otge-
neuust ¢ dyHkumoHanoM LIOP3M cnepyeT TpaHcdhopmupo-
BaTb B camocTosTeNibHble KabuHeTbl uan B NOMHOLEHHbIE
LIOP3I.

Tom 14,Ne 4, 2073
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CaMoctosTenbHble KabuHeTbl Bpada — aKyluepa-ruHe-
KOJI0ra AJ1s HeCOBEPLUEHHONETHUX HU B LETCKUX MOSMKIMHU-
KaX, HU B JKEHCKMX KOHCYNbTaLMAX NOKa He MOrYT B MOJIHOM
Mepe 00ecneynTb BCe acneKTbl 0XPaHbl PenpoAyKTUBHOMO
300poBbs, npefsycMoTperHble MopsaakoM N2 1130H. B Hux
HeT YCroBWA ANs MOJHOLIEHHOM paboTbl, OCHOBaHHOM Ha
KOMI/IEKCHOM noaxofe. B T0 e BpeMs 3T CTPYKTYpbl [0-
CTaTOYHbI A8 OKa3aHWUA NOMOLUM LEeTAM MPEeMMYLLECTBEHHO
B Bo3pacte o 10 net. LieHTpbl 0XpaHbl penpoayKTUBHOMO
3[0p0OBbSi MOLPOCTKOB SABNAIOTCA BbICOKO BOCTPeOOBaH-
HbIMU U MPEANOYTUTENbHBIMA U1 OKa3aHUs KOMMNIEKCHOM
(MeaMUMHCKON, NCUXONOTMYECKON, CoLManbHON, NpaBOBOM)
MOMOLLM NOAPOCTKAM, UMEKT BO3MOXHOCTU AN LasbHel-
LLEro pasBuTUs 1 0053aTeNIbHO A0KHBI ObITb OpraHN30BaHbI
B KaXK0M afiMUHUCTPATMBHOM paloHe ropoja.

PEKOMEHAALIUU

1. [Ins KOHTPONA KayecTBa OKa3biBAaEMOW MOMOLLM NOA-
poCTKaM HeobxoauMo yTBepAuUTb B MUHUCTEpCTBE 34paBOOX-
paHeHus Poccuitckon Pepepaummn cTaTucTUYECKUe rocyaap-
CTBEHHble HOPMbI M0 MMHEKOI0MMM AETCKOr0 U OHOLLECKOro
BO3pacTa W LLeTCKOW Yposoruu-aHaposorum Ha BCeln TeppuTo-
puK cTpaHbl (cornacoBaHne GopM C rMaBHbIMU BHELUTATHBIMY
cneuvanucTamm MuHncTepcTBa 3apaBooxpaHenus Poccuii-
ckon Defepalmm No MHEKONOMMU AETCKOTO W HOHOLLECKOrO
BO3pacTa W SETCKON YpOsorun-aHaposiorim), ¢ BKIKUYEHNEM
B HUX [aHHBIX 0 NPOGUNAKTUYECKUX MEAMLIMHCKMX 0CMOTpaX
B [leKpeTMpyeMble BO3pacTa U1 BbiSIBIEHHOW 3abosieBaeMocCTy,
[LaHHble 3aboneBaemMocTy No 0bpallaeMocTy, LWTaTax, Koey-
HOM (OHAe, BaKLUMHALMK, CTALMOHApPHOW MOMOLUM, Ofepa-
TUBHOIA paboTe, peabunuraumm, KOHTpaLenuuu, CaHUTapHo-
NpoCBeTUTENbCKOM paboTe. B cyLLecTBYHOLMX CTAaTUCTUHECKMX
(opMax [aHHble MO MMHEKONOMMM SETCKOr0 U HOHOLLECKOro
BO3pacTa M [LeTCKON YponorMm-aHaposiorui He0CTaTouHbIe,
OTCYTCTBYET BO3MOXHOCTb [/ PACLUMPEHHON BbIOOPKM.

2. [Ins oKa3aHus BbICOKO MpodeccHOHaNbHON MOMOLLM
nogpocTtkam B LIOP3[1 Heobxopmmo pa3pabotatb cuctemy
M MeXaHM3M MOArOTOBKW CreuuanucToB s paboTel ¢ He-
COBEPLLEHHONETHUMM.

3. [Ina npuBeeHNs Bcex CYLLECTBYHOLLUMX CTPYKTYP CITyK-
bl 0XpaHbl penpoLyKTUBHOIO 34,0p0BbsA NOAPOCTKOB CaHKT-
lNeTepbypra K cootBeTcTBU0 TpeboBaHui Mopsaaka N2 1130H
HeobxofuMo paspaboTtaTb efMHY0 MeTOLONOrM0 opMu-
POBaHUA CNy6 oxpaHbl penpoayKTUBHOTO 3[,0pPOBbA LETeil
Y NMOAPOCTKOB.

4. C uenblo opraHM3aumMm 0KasaHWs KOMMIEKCHOM NoMo-
LM NOAPOCTKaM HeobXxoaMMO NpedycMoTPeTb NOMHbIN Nepe-
YeHb NleyebHO-AMarHoCTUYECKUX MePOMNPUATUANA ANArHOCTUKH
MHbEKLMIN, NepeaBaeMbIX MOMOBLIM NMyTeM, bepeMeHHOCTH,
TMHEKOIOTMYECKUX U YPOSIOMMYECKUX HapYLLEHWA U UX NeYe-
HWSl, NOSIHOLEHHOTO MCMAHCEpPHOro HabnoaeHus, peabunu-
Taumm.

5. Paspabotath MeTogmueckue matepuansl s pabotbl
C N0ApOCTKaMW N0 NpodmiaKTUKe MHPEKLMIA, NepesaBaeMblX

81



82

ORIGINAL STUDIES

MoJsIOBbIM MyTeM, GePeMEHHOCTH, OCHOBHbIX TMHEKOoJoruye-
CKMX M YPOJIOrMYECKMX HapyLLEHWiA, 30,0pOBOMY 00pasy Ku3-
HU, OPMUPOBaHMIO 340POBbIX PEMPOAYKTUBHBIX YCTAHOBOK,
(opMMPOBaHMIO 3[,0POBOT0 OTHOLLEHWSA K CEMENMHBIM LiEHHO-
CTSIM M OTBETCTBEHHOIO POAMUTENLCTBA.

AOMO/THUTENNbHASA UHOOPMALIUA

Bknap aBTopa. ABTOp BHEC CYLLECTBEHHBIV BKNaA B pa3pabot-
Ky KOHLenuum, NpoBefieH1e UCCNef0BaHNSA 1 MOAFOTOBKY CTaTb,
npouna v opgobpuna duHanbHylo Bepcuto nepen, nybamkaumen.

KoHdnunkT uHtepecos. ABTOp AeKylapupyeT 0TCYTCTBME ABHbIX
¥ NOTEHUMaNbHBIX KOH(QIMKTOB MHTEPECOB, CBA3aHHbIX C NybnnKa-
LMelt HacToALLLeN cTaTbu.
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A. I Tony6es
EctecTBeHHas McTOpUA NPORO/LKUTETBHOCTH >KU3HNI
u ctapenns (2022)

ITO TpeTbe M3/laHMe KHUTY, Ha3BaHHOI B nepBoM M3fanun 2008 rona «buonorus:
IIPOZIO/DKNUTEIBHOCTI KM3HU U CTapeHMs». HoBoe HasBaHMe Jydllle COOTBETCTBYET
pesyabraTaM pajiuKaabHOI IepepaboTKM € YIeTOM Iporpecca B OMONIOrMM 3a MOC/IeN-
Hee fmecatunerue. Ho B ocHOBe Bce paBHO NEXUT Kypc JEKIUI [ MarucCTpPoB IO
crienmanpHOCTH «O6LIeCTBEHHOE 3[paBOOXPaHEeHNMe», KOTOPBI YUTa/NCS Ha O1MOI0ro-
nouyBeHHOM @akynbrete Caskt-IleTepOyprckoro yHmBepcurera. Crayliatenu MMenn
pasHble 6a30Bble OMOMIOrMYeCKMe MM MeNUIMHCKIE CHelaabHOCTY. MeukaM Haso
OBbI/IO HAIIOMMHATh OCHOBBI OMOXMMMM B COOTBETCTBYIOLIEM paKypce, OMIOXMMUKOB —
3HAKOMUTDb C OOJIe3HAMU IIOKWIOTO BO3PacTa; TeM ¥ OPYIUMM IIOKa3bIBaThb OCOOEH-
HOCTV (M3MOJIOTUM HeIPOHOB, Ba>KHBbIE JIA PasBUTHs BO3PACTHBIX HEBPOIOIMYECKIX
paccTpoiicTB, 1 T. fi. be3 JaHHBIX 0 MONEKYIAPHBIX OCHOBAaX 3KCIPECCUM T€HOB U Kie-
To4yHO puddepeHIMpoBKM 1M Ipomudepanyi HEBO3MOXKHO IIOHMMATb, HalpuMep,
3Ha4YeHMe Te/loMep B cTapeHMM. VlcciemoBaHusA NPUHLMIIOB IepepacnpefeneHns
pecypcoB opraHmsMa ¢ aHabonM3Ma 1 pasMHOXKEHUsA Ha CaMOCOXpaHeHMe, KOTO-
pble COXpaHMINCh B SBOMIOLUU OT OFHOKIETOYHBIX /IO 4e/loBeKa, UAYT IapanaelbHO
¢ pacmdpoBKOJl MEXaHM3MOB PETY/IALMY I'€HOB, OT KOTOPBIX 3aBUCAT 9T OajaH-
col. [oBOpUTH O maToreHese BO3PACTHBIX YMCTBEHHBIX HapyLICHMII HEBO3MOXXHO 6e3
ydeTa 0COOEHHOCTell (OPMUPOBAHUA TPETUYHON CTPYKTYpPBI OENKOB, BOKHBIX A
obpaszoBaHua ammnoupgHbx ¢uopur. Ocoboe BHMMaHME YAeNAeTCsA KOMUMYeCTBEH-
HBIM aCIIeKTaM: He TOJIBKO «4YTO M KaK», HO ¥ «CKOJIBKO M II0YeM», He IPOCTO «OOJIb-
1Ie» MM «MEeHbIIIe», HO HACKOMbKO 9TO TaK. KioueBble MONMOXKEHNA MIMIOCTPUPOBAHbI
6osee 4eM COTHeJl pUCYHKOB U CXeM. VI3IaHue HallelleHO Ha TO, YTOOBI YUTATe/Ib MOT
OPMEHTUPOBATbCA B MOpe TeKyllell MH(GOpMaLuy 110 TePOHTOJIOTUN, M30eras Kak CKo-
pONanuTEeNbHBIX BBIBOJIOB U CIEKYIALNI, TaK ¥ HeaJeKBaTHOCTM CaMbIM HOCTEIHUM
DOCTVDKEHMAM OMOJIOTVM, He OTPa’KeHHBIM B TPaIMIMOHHBIX y4eOHBIX Kypcax. OHO
MO>KeT OBITb ITOJIE3HBIM JJISl YUTATesIell MPaKTUIeCKOro JH060ro YpOBHS MOATOTOBKI,
He TO/IbKO O1onoraM M MefukaM. ITOCKONBbKY aKLIeHT CHe/laH He Ha OIVCAHMM 4acT-
HBIX ITPOABIEHUII CTapeHMs, a Ha UX OCHOBAX, 9TO — He CIIPAaBOYHMK IO T€pOHTO-
JIOTVM, @ CKOpee MyTeBOJUTEb 110 00lell 6M0/IOTUM B T€POHTONOIMYECKOM acCIeKTe.

B. H. Xa6apos, M. A. Ilanvuyes, B. P. Poouukuna, V. M. Keemmoii
MonekynsapHada KocMeTonornda. CUTHalIbHble MeXaHU3MbI
CTapeHNs KOXW, TapreTHasa npodmrakruka u tepanusa (2021)

MoHorpadusi mOCBsleHa MHHOBALOHHOMY HAyYHO-IIPAaKTIIeCKOMY HaIpaBile-
HUIO COBPEMEHHOI 6MOMeRNIIMHBI — MOJIEKY/IAPHONM KOCMETOIOT UM, LIENAMU KOTOPOIA
SIB/LIIOTCS M3ydeHNe U paspaboTKa MOJIEKY/IIPHO-KIETOYHbIX MOLXONOB A/ TOAJeEp-
KaHMA CTPYKTYPHO-(QYHKIVOHAIBPHOI OpraHM3allMU KOXM B 3TOPOBOM U 3CTETHU-
YeCK! KpacUBOM COCTOSHMM Ha HPOTSKEHNUM BCeil KM3HM d4eyloBeKa. B magaHum
pOaHaIN3NPOBAHBl COBPEMEHHBIE MPENCTABIEHNsI O TOM, YTO MMEHHO pa3paboTka
U IpUMEHEeHMe Pa3IUYHBIX [[ePMAaTOKOCMETOJOTMYECKMX IIPelNapaTroB ¥ IPOLEnyp,
OCHOBAHHBIX Ha MOJIEKY/LSIPHOM U3YYe€HMU PONU OMOTOTMYECKN aKTMBHBIX CUTHAJIb-
HBIX MOJIEKYJI, CMHTE3MPYEMbIX KJIETKaMM KOXI, OTKPBIBAeT HOBBIE MHOr000OeIar-
mye MepCHeKTUBHI A MPOAIeHNA MepUofa «KpacuBoro gonroneTus». Kaura mmro-
cTpupoBaHa MHGOPMATUBHBIMK MUKpodoTorpadusamMmu u pucyHkamu. MoHorpagus
MOXKeT OBITH afjpecoBaHa LIMPOKOMY KPYTy Bpauell — [jepMaTOI0raM, KOCMETOIOTaM,
9H[JOKPMHOIOraM, 6MOXMMMKaM, MATOJIOTaM, d TaKXe HUCCIeLoBaTessM — Omomoram
U CTY[IeHTaM MeMIIMHCKUX VM OMOMIOTMYeCKNX CIeIaaTbHOCTEIL.
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HoBopo)xaeHHOMY pe6eHKy Hy)XXHa onepauus: MOXHO
NIX CHU3UTb PUCK MoOCeonepaLuoHHOU CMepTHOCTU?
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AHHOTALNA

AxTyanbHocTb. TpafMUMOHHO CYMTAETCS, YTO CMEPTHOCTb AETeN, NPOOMNEpPUPOBaHHbIX B NEPBble AHU XKU3HU, 3aBUCUT OT TA-
KECTU BPOXKEHHOr0 NOPOKA PasBUTMA M CPOKaA recTaLmm.

Lenb — aHanu3 npuuuH cMepTu AeTeid B Nepuose HOBOPOXKAEHHOCTM, NOC/E ONepaTUBHLIX BMELIATENbCTB, NPOBEAEHHbIX
B MepuHaTanbHoOM nepuofe, Ans paspaboTku KOMMeKca Mep Mo CHUKEHWI0 CMEpPTHOCTM!.

Matepuanel U MeTogpl. [poBefieHO PETPOCMEKTUBHOE MCCNE0BaHMEe MeXAy ABYMS rpynnamu: B OCHOBHYKO rpynmy BOLU-
nmn 77 HOBOPOX[EHHbIX, KOTOpbIM B epuHaTanbHoM LieHTpe CaHKT-lleTepbyprckoro rocyapcTBEHHOMO MeauaTpuyeckoro
MEJMLMHCKOrO YHUBEpCcUTETa Oblo BLIMNOMHEHO OMEpaTMBHOE BMELLATENbCTBO B MepuHaTanbHoM nepuoge (nepeble 168
BHEYTPOOHOI XU3HM) U NorubLuMx B nepeble 28 [HEN XU3HWU, B KOHTPOSbHYIO rpynny — 287 AeTeid, MpoonepupoBaHHbIX
B MepuHaTanbHOM NepuoAe M NepexuBLLINX 28 OHeN.

Pe3ynbTathl. YcTaHoBMEHO, 4TO MpUYMHOM CMepTU Bonee YeM MONOBMHBI HOBOPOX/EHHbLIX, MPOOMEPUPOBaHHbIX B Me-
pVHaTaNbHOM Nepuofie, ABNATCA MHMEKLMOHHbIE areHThl (BUpYCh, bakTepun u ux couyeTaHus). MHDeKUMOHHBIN npouecc
YTSXKENSET TeYeHWe MOCNeonepaUmMoHHOr0 Nepuosa M YBENMYMBAET KOMMYECTBO OC/OXHEHMIA OCHOBHOrO 3aboneBaHus,
4YTO B pesy/nbTaTe U NPUBOLNT K rnbenm pebeHKa B Nepuoje HOBOPOXAEHHOCTU. 3HAUMTENbHBINA BKIIaZ BHOCAT: XaMuUaUAHas
MHEKLMSA, TOKCONa3MOo3, LMTOMEranoBupycHas MHbeKUMA U MHQEeKLMS, Bbi3BaHHas Herpes simplex 1-ro u 2-ro TMnos.
Haunbonee yacto npuumHOM CMepTU HOBOPOXAEHHBIX B MOCNEONEPALMOHHOM Nepuofe SBSAMNCh MUKPOOPraHU3Mbl CeMeii-
cTBa Staphylococcaceae, popa Mycoplasma, a Takoke Klebsiella pneumoniae v Enterococcus faecalis.

BoiBogpl. [TpyunHoii cMepTu y 6oniee MoNOBMHBI HOBOPOXAEHHBIX, MPOONEPUPOBAHHBIX B NEPUHATaNbHOM NEpUoSE, ABNAOTCS
MHAEKLMOHHBIE areHTbl (BUpYChI, bHakTepumn U Ux codeTaHus). MHDEKLMOHHBIN NPOLECC YTSKENSET TeYeHWe nocneonepaum-
OHHOTO Mepuoaa U YBENIMUMBAET KOIMYECTBO OCTIOKHEHWI OCHOBHOIO 3ab0/eBaHus, YTo B pesybTate U NpUBOAMT K rubenm
pebeHKa B Nepuoie HOBOPOMXAEHHOCTW. BbicOKas YacToTa pacnpocTpaHeHHOCTU B MOMyNsuMM, UHQUUMPOBaHWSA Mocneaa,
TKaHel 1 OpraHoB M0Aa, a TakXKe BbICOKas posib B reHese CMepTH Y HOBOPOXAEHHbIX FOBOPAT 0 HeobxoaMMocCTW npoBefe-
Hus 0bcneaoBaHua Ha Human herpesvirus 1-ro u 2-ro tunos, Chlamydia trachomatis, Toxoplasma gondii v Cytomegalovirus
y BepeMeHHbIX ¢ NpeHaTanbHO AMarHOCTUPOBAHHBIMU BPOXAEHHBIMI NMOPOKAMU Pa3BUTUS U Y HOBOPOKAEHHBIX, HYX[at0-
LUMXCA B NPOBEAEHWM ONEPATUBHOMO NIEYEHUS B MepUHATaNbHOM NepUOE.

KnioueBbie cnoBa: MnageHeL; HOBOpO)K,U,EHHbIVI; 6ep8MEHHOCTb; recTaLMOHHbIN BO3pacT; uuToMeranoBsupycHasa VIH(.beKLI,VIFI;
I'IOCHEOI'IEp&LI,VIOHHbIVI nepuoa.
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Newborn baby needs operation: is it possible
to reduce the risk of postoperative mortality?

Vitaly F. Bezhenar ', Lidiia A. Ivanova 2, Dmitry 0. lvanov 3, Olga L. Krasnogorskaya ®

! Academician |.P. Pavlov First St. Petersburg State Medical University, Saint Petersburg, Russia;
2 Kirov Military Medical Academy, Saint Petersburg, Russia;
3 Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

BACKGROUND: 1t is traditionally believed that the mortality of children operated on in the first days of life depends on the
severity of congenital malformation and gestational age.

AIM: The aim of the study was to analyze the causes of death of children in the neonatal period, after surgical interven-
tions performed in the perinatal period, in order to develop a set of measures to reduce mortality.

MATERIALS AND METHODS: A retrospective study was conducted between two groups: the main group included 77 new-
borns who underwent surgery in the Perinatal Center of St. Petersburg State Pediatric Medical University in the perinatal
period (the first 168 hours of extrauterine life) and died in the first 28 days of life, the control group included 287 children
operated on in the perinatal period and survived 28 days.

RESULTS: It has been established that the cause of death in more than half of the newborns operated on in the perinatal
period are infectious agents (viruses, bacteria and their combinations). The infectious process aggravates the course of
the postoperative period and increases the number of complications of the underlying disease, which, as a result, leads
to the death of the child in the neonatal period. Significant contributors include: chlamydial infection, toxoplasmosis,
cytomegalovirus infection, and infection caused by Herpes simplex 1, 2. The most common causes of death in newborns
in the postoperative period were microorganisms of the Staphylococcaceae family, the genus Mycoplasma, as well as
Klebsiella pneumoniae and Enterococcus faecalis.

CONCLUSIONS: The cause of death in more than half of newborns operated on during the perinatal period is infectious
agents (viruses, bacteria and their combinations). The infectious process makes the postoperative period more difficult
and increases the number of complications of the underlying disease, which ultimately leads to the death of the child in the
neonatal period. The high prevalence rate in the population, infection of the placenta, tissues and organs of the fetus, as
well as the high role in the genesis of death in newborns, indicate the need for examination for Human herpesvirus 1 and 2,
Chlamydia trachomatis, Toxoplasma gondii and Cytomegalovirus in pregnant women with prenatally diagnosed congenital
malformations and in newborns requiring surgical treatment in the perinatal period.

Keywords: infant; newborn; pregnancy; gestational age; Cytomegalovirus infections; postoperative period.
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AKTYAJIbHOCTb

TpafMLMOHHO CYMTAETCSA, YTO CMEpPTHOCTb AeTel, Mmpo-
ONEpPUPOBaHHBIX B MEPBLIE LHW XM3HU, 3aBUCUT OT TAXKECTH
BPOXAEHHOTO MOPOKa PasBUTUA M CPOKa rectaumm [2, 5].
Pan aBTopoB [3, 4] 0TMeYalT ponb pasMYHbIX areHTOB:
rpubKoBbIX, HaKTepManbHbIX, BUPYCHBIX, @ TaKKe XOpUoaM-
HWUOHUT Y MaTepy. [py 3TOM OCHOBHbIE MCCNELOBaHNSA Mo-
CBAILLIeHbI pa3paboTKe HOBbIX OMEPaTUBHbIX METOAMK, CPOKaM
OnepaTUBHOrO BMeLLIATeNbCTBA M GapMaKosiornyecKol accu-
cteHumn [1, 2, 51.

Lens uccnedosarusi — aHanu3 NpUYMH CMepPTU LeTeil
B Nepuojie HOBOPOXAEHHOCTH, NOC/E OMepaTUBHbLIX BMeLUa-
TeNbCTB, MPOBEAEHHbIX B MEpUHATaNIbHOM Nepuoae.

MATEPUAJIbI U METObI

MpoBeneHo peTpocneKTUBHOE UCCIE0BaHUE MEX Y [BY-
MS FpynnaMu HOBOPOX/EHHbIX, KOTOPOE BKJIKOYANO0 aHanus3
JaHHbIX MeAVULMHCKOW AOKYMEHTaUUM LeTel, NPOX0OAMBLUMX
neyenue B [lepuHaTanbHoM LeHTpe CaHkT-[leTepbyprckoro
roCyLapCTBEHHOTO0 MeAMaTPUYECKOro MefULMHCKOro YHU-
BepcuTeTa (POAOBCMOMOraTe/lbHOE YUYpeXAeHWe TPeTbero
ypoBHS). B ocHOBHyt0 rpynny Bowunm 77 HOBOPOKAEHHBIX, KO-
TOpbIM ObIN0 NPOBEAEHO OMEPaTUBHOE BMELLIATENLCTBO B Ne-
puHaTanbHoM nepuofe (nepeble 168 4 BHEYTPOOHOI N3HM)
1 norubLumnx B nepeble 28 fHEW KU3HW. B KOHTpONbHYHO rpyn-
ny Bowm 287 peTei, NpoOONepUPOBaHHBIX B MEPUHATaNbHOM
Mnepuose M NepexuBLLINX 28 AHe.

MpuumnHbI MpOBEAEHNUS XMPYPrUYECKOro BMeLLaTesbCTBa
B OCHOBHOW M KOHTPOJIbHOW rpynnax CTaTUCTUYECKW 3Hauu-
MbIX pa3uymnii He UMenu. BpoxaeHHble NMOPOKW pasBuUTHS,
[MarHoCcTUpOBaHHble B UCCNeAyeMbIX rpynnax, npeacraBne-
Hbl B Tabn. 1.

Ta6nuua 1. AHoManuu pasBuTUS Y AeTel UcCedyeMbIX rpynn
Table 1. Congenital anomalies in children of the study groups
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A3 BpoXAEHHBIX NOPOKOB Pa3BUTUA KeMy[A04HO-KMLLEeY-
HOTO TpaKTa bblM AMarHoCTUPOBaHbI aTpe3u NULLEBOAA, ABE-
HaALaTUNEPCTHOM KULLKW, TONCTON W TOHKOW KULLKY, aHyca.
MopoKy cepAeYHO-COCYAMCTON CUCTEMbI BbINK NpescTaBse-
Hbl BPOXAEHHbIMM NOPOKaMM CepaLa, KoapKTaumuen aopTl,
aHeBpM3Mol BeHbl [aneHa. HoBoobpasoBaHus bbian nokanu-
30BaHbl B OPIOLLHOI NONOCTU, FPYAHOM NOMOCTM, MaJIoM Tasy,
nonoctv Yyepena. Cpean NOpOKOB LIEHTPabHOI HEPBHOM CH-
CTeMbl BbIM 0TMeYeHbI: ruapoLedanus, paxvciumauc (Myeno-
LeNleMeHVHIOMMENoLENe, MEHUHIOMUEeNIopajyKyoLene)
KpaHWoLM3uC (3aTbIIOYHOE MEHUHIOLENe, 3HUedanoLene, 3H-
LedanoMeHWHroLene, KpaH1oBepTeOpanbHoe MEHUHTOLENE)
cuHapoM ApHonbpa — Kuapu, cybanenauManbHas Kucta
KenyAoyKa Mosra.

Y Bcex HOBOPOXAEHHBIX, NOrMbLIMX B MepUoge HOBOPOX-
AEHHOCTU NoC/e 0nepaLym, BbIMOSHEHHOW B NEpUHATabHOM
nepuofe, NpoBefieH aHanu3 npuumH cMeptu. 0BbIYHO npw
onpefeneHn NpUYMHBI CMEpPTU ONPEENAIT 04WH 0CHOBHOIA
AMarHo3, ocTasnbHble AMarHo3bl U COCTOSIHUA BbIHOCAT B OC-
NOXHeHWs, GOHOBbIE M COMYTCTBYtOLLME 3aboneBaHus. B cny-
Yae CMepTU B NMEPUOA HOBOPOKAEHHOCTU NPU BbISCHEHUM
MPUYUHBI CMEPTU B PAAE CUTYaLMI ObiiM AMArHOCTUPOBAHI
ABa KOHKYpUPYIOLUMX AMarHo3a, Hanpumep: «BPOXAEHHBbIN
MOPOK PasBUTUS» MU «TEHETUYECKUIA CUHAPOM W BHYTPUYT-
pobHas MHdeKuusi». COOTBETCTBEHHO, OAUH W3 BapUaHTOB
OKOHYaTeSIbHOro AMarHo3a 3sy4yan crefylowmM 0opasoMm:

«0OcHoBHoe 3aboneBanue: 021.2 BpoxpaeHHbIN MOPOK
cepaua, AedeKT npeLcepaHO-KeNyA04KOBO/ NEPETrOPOJKM.

CoyeTtaHHoe 3aboneBaHWe: reHepanu3oBaHHas BUpYC-
Ho-6aKTepuanbHas MHQEKUMs C NpPeuMyLLecTBEHHbIM Mo-
PaXEHWEM MeyeHM, FONIOBHOTO MO3ra, NErKuX, Xenyaou-
HO-KMLLEYHOr0 TpaKTa M cepfua (MMMyHOrMCTOXUMWNYECKM:
BMpYCMPOCTOro repreca; BUPYCOIOrMYeCKU: BUpYC MPOCTOro
repneca; baktepuonoruyecku: Staphylococcus haemolyticus).

OcHoBHas rpynna /

Moka3satens / Indicator Main group (n = 61)

CratUcTUyecKas 3HaummocTb /
Statistical significance

KoHTponbHas rpynna /
Control group (n = 238)

CepaeuHo-cocyamctas cucteMa /

0
Cardio-vascular system 36 (59.0 %)

LieHTpanbHas HepBHas cucteMa /
Central nervous system

Yenyao4Ho-KMLLEeYHbIN TpaKT/

Gastrointestinal tract 11,6 %)

[nadparmanbHas rpbixa /

Diaphragmatic hernia 2(33%)

HoBoobpasoBaHus /

0
Neoplasms 1(1,64%)

MHoecTBeHHble aHoManum /

0
Multiple anomalies 20 (32,8 %)

KonuuecTso onepaumin /

Quantity of operations 2,065 1,681 (1-11)

40 (16,8 %) X2 = 46,22; p < 0,000

57 (24,0 %) X2 =29,03; p < 0,000

51 (21,4 %) X = 22,24; p < 0,000

25 (10,5 %) x2 =3,03; p = 0,082
22 (9,2 %) \2=5,22; p = 0,022
6 (2,5 %) ¥2 = 56,53; p < 0,000

1,692 + 1,144 (1-7) p=0,024
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Tabnumua 2. [puunHa cMepT HOBOPOXKAEHHbIX, POONEPUPOBAHHBIX B NEPUHATANBHOM Nepuoie
Table 2. Cause of death of newborns operated on in the perinatal period

[varHos / Diagnosis

KonnuectBo HoBopoXaeHHbIX (% BbisiBNEHMs) /
Number of newborns (% detection) (n = 77)

BpoxzeHHble nopoku passutus / Congenital malformations

PecnupatopHbiit auctpecc-cuHapoM / Respiratory distress syndrome

WHdbekumonHble npuymHel / Infectious causes
13 Hux: / of them:

« BUpycHas UHbekuus / viral infection
« bakTepuanbHas uHdpekums / bacterial infection

* BUPYCHO-DakTepuanbHas uHbekums / Viralbacterial infection

58 (75,3 %)
6 (7,8 %)
46 (59,7 %)

18 (23,4 %)
33,9 %)
25 (32,5 %)

OcnoxHeHus ocHoBHoro 3abonesanus: IBC-cuHapoM —
BHYTPUIKENY,04KOBbIE KPOBOM3/IUAIHUA C NPOPLIBOM B TKaHb
rOJIOBHOrO MO3ra, BEHO3HOE MOJIHOKPOBUE U MHOXECTBEH-
Hble KPOBOM3MUSAHWSA BO BHYTPEHHUX OpraHax, CMeLLaHHbIe
TPOMObI B COCYAaX MUKPOLMPKYNSTOPHOrO pycna, AMUCTpO-
(uryecKme U3MeHEHUA U HEKPO3 HedpoTenus M3BMTLIX Ka-
HasbLieB MOYKM, 04arm HEKPO30B HaAMOYEHYHUKOB, 0Yaru rM-
MOKCUYECKUX HEKPO30B U KPOBOM3NUAHWSA B BenoM 1 cepoM
BeLLeCTBe TKaHW ro/I0BHOTO MO3ra.

ConyTcTBylowme 3aboneBaHus: 3KCTPeMaNbHO HU3Kas
Macca Tena npu poxaeHun. Atenektasbl U AMCTENEKTa3bl
JIETKNX».

B Tabn. 2 npeacTaBneHa yacTota BCTPEYAEMOCTM OCHOB-
HbIX MPWYMH CMEPTU Y [eTeil OCHOBHOI rpynnbl TPeTbero
3Tana uccnefoBaHus. B cnydae KOHKypUpyHoLLero auarHosa
yKa3saHbl 06a 3abonieBaHms.

Takum obpasoM, Bonee MONOBUHBI HOBOPOXAEHHbIX,
MPOONepUpPOBaHHbIX B MepUHATaNbHOM Nepuoje, mornbnm
0T UHMEKLMOHHBIX MPUYMH (BUPYCHOI, BaKTepuanbHom, BY-
pycHo-baKTepuanbHon MHdeKLmm). HPEKLMOHHBIN npouecc
YTSXKENAET TeYeHWe MOCTeonepaLmMoHHOro nepuoaa u yee-
JIMYMBAET KONIMYECTBO OCNIOKHEHWUI OCHOBHOIO 3aboneBaHus,
4YTO B pe3ynbTaTe W NpMBOAMT K rvbenu pebeHka B nepuoje
HOBOPOXKAEHHOCTH.

PE3Y/IbTATbl UCC/IEAOBAHUA

Y Bcex HOBOPOXJEHHBIX, MOTrMOLUKX B MEpPUOJE HOBOPOX-
LEHHOCTU NOC/Ie OnepaLym, BbINOSHEHHOW B NepUHaTabHOM
nepuoje, NpoaHanu3MpoBaHO BMPYCHOe M BaKTepuanbHoe
Mopa)KeHMe OpraHoB W TKaHEW HOBOPOXAEHHLIX [ETEW,
yCTaHOBJIEHHOE BO BpeMs NaToMopdonornieckoro uccnepo-
BaHus. [TocTMOpTanbHOE Hanuume B KPOBU HOBOPOXKIEHHbIX
(ocHoOBHoIA rpynnbl TPETbero aTana uccnefoBaHMs) UMMYHO-
rnobynuHos Knacca G (IgG) npeactasneHo B Tabn. 3.

Mo maHHbIM Tabn. 3 MoXHO cAenatb CrefyloLme BbiBO-
obl. IgG Kk Chlamidia trachomatis BoisieneHbl y 13 % HoBo-
POXAEHHBIX, NOrUbLLMX Nocne NPOBeLEHHOr0 B NepUHaTasib-
HOM Mepuoae OnepaTUBHOMO JieyeHus. [pn 3ToM Bo Bpems
DepeMeHHOCTW AaHHbIM BO30yauTeNb Obin BbIABIEH TOJb-
KO Yy O[HOW MaLMeHTKW. Xnamuamo3 y Hee Obii MposieyeH,
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1 [lanee HU NMOpaXeHus Nocneaa, H1 MHPUUMPOBaHWS NIoaa,
HW BbisiBNeHus IgG B KpOBM HOBOPOXAEHHOIO HE OTMEYEHO.
Bce nposiBneHns MHbeKUMOHHOrO mpoLiecca y nnoAa u Ho-
BOPOXJEHHOr0 W NPU3HaKKU NepeHeceHHoN MHDEeKLMM Bbin
[JMarHoCTUpOBaHbI TOJIBKO Y TeX JeTel, Y MaTepei KoTopbix
BO BpeMs OepeMeHHOCTM AaHHas MHQEKUMS He AMarHocTU-
poBaHa. [pn 3TOM creflyeT 0TMETUTb, YTO XTaMUAWMHAA UH-
tekuma y MaTepy (0 KOTOpol cBUAETENLCTBYHOT IgG B KpoBw
HOBOPOXXAEHHbIX feTeid) B 80 % cnyyaeB BbI3bIBAET Nopaxe-
HWe NnaLeHTapHOro KOMMeKca (XNaMUAWAHBIA NALEeHTUT),
u panee B 70 % cnyyaeB — xnaMMAUIHOE NopajKeHWe opra-
HOB U TKaHel pebeHKa (MHEeBMOHMS, MEHUHTUT, 3HUedanuT).
TakuM 06pa3oM, MosyyeHHble faHHbIE eLle pa3 MOLTBEpX-
JalT HeobxonuMocTb obcnefoBaHus bepeMeHHbIX Ha
C. trachomatis c y4eTOM BbICOKOI YacTOTbl MOPaXKEHUA Nna-
LLeHTapHOr0 KOMMJIEKEa M nofa Npy Hanuimu nHdUumpoBsa-
HWsl MaTepu, a TaKKe BbICOKOWM IPPEKTUBHOCTU Tepanuu.

Toxoplasma gondii BbisBNeHa npu 6GepeMeHHOCTH
y 2 (2,6 %) nauvenTok. IgG K T. gondii onpepeneHbl y 34 %
HOBOPOX[EHHbIX, YTO TOBOPUT O TOM, YTO MCTMHHas pac-
MPOCTPaHEHHOCTb TOKCOMIa3Mo3a B nonynsumu bepemeH-
HbIX OpPa3zo BbILIE, YEM BbIIBNIAETCA B HACTOSILLEE BPEMS.
OpHaKo crniedyeT 0TMETUTb, YTO NOpaKeHue nocnepa He bbiio
BbISIB/IEHO HW B OJHOM W3 NpOaHaNU3MPOBaHHbIX CIy4aes,
a MHDEKLMOHHBIN NPOLECC Y HOBOPOXAEHHLIX — B 4 % cny-
yaeB (He COBMafanM Co Cy4asMm BbISIBNIEHUS TOKCOMIA3Mo-
3a y bepeMeHHbiIx). [lpn 3TOM B 04HOM U3 3TUX Cy4aeB pebe-
HOK Morub oT reHepann3oBaHHO repnec-TOKCONIa3MeHHOI
MHOEKUMM C NPEUMYLLECTBEHHBIM MOPAXKEHUEM T0NI0BHOIO
MO3ra, JIErKuX, nedenu, ceppua. CnefosartenbHo, Npu fo-
CTaTOYHO BbICOKOM HEJJMarHoCTUPOBaHHOM pacnpoCcTpaHeHUH
TOKCOMa3mMo3a B Nony/sALmMM NopaXeHue nnoaa BCTpeyaeTcs
PeAKo, HO MpU 3TOM He UCKITloYeHo 3abonieBaHme ¢ NieTanb-
HbIM UCX0J0M, YTO JenaeT LenecoobpasHbiM obcnefoBaHme
Ha T. gondii NnauMeHTOK M3 Tpynn pUCKa, B TOM YKUCTE TeX,
HOBOPOXAEHHBIM [eTAM KOTOpbIX NPeacTouT onepaTuBHOE
neyeHue.

Cytomegalovirus 0bin BbiIBNEH Npu 6epeMeHHOCTU
y 8% naumenTok. IgG Kk Cytomegalovirus onpepeneHbl
noyt y 80 % HOBOPOXAEHHbIX, YTO TaKXKe FOBOPUT O TOM,
YTO WCTMHHAA 4acToTa LMTOMErasioBUPYCHOW MHGBEKLMM
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Tabnuua 3. IMMyHornobynuHbl knacca G B KpoBM HOBOPOXKAEHHBIX (1 = 77), MHPEKLMOHHBIA NPOLLeCC, AMarHoCTUPOBaHHbIN Y HOBOPOXK-
LEHHBIX 1 y MaTepel Bo BpeMsi DepeMeHHOCTH, U Hannume nopaxeHus nocneaa

Table 3. Immunoglobulins of class G in the blood of newborns (n =

pregnancy and the lesion of the afterbirth

77), an infectious process diagnosed in newborns, in mothers during

Hanuume 1gG B Kposm

NHdbekumonHbIi npouecc / Infectious process

MukpoopraHusMmbl /
Microorganisms

HOBOPOXAEHHbIX /
IgG in the blood of

npyu bepemMeHHocTH /

Y HOBOPOXK/EHHBIX / B nocnepe /

newborns during pregnancy in newborns in the afterbirth
7“’"”” herpesvirus 68 (88,3 %) 33,9 %) 49 (63,7 %) 27 (35,1 %)
-ro u 2-ro TMNoB
Cytomegalovirus 61(79,2%) 6 (7,8 %) 15 (19,5 %) -
Toxoplasma gondii 26 (33,8 %) 2(2,6 %) 33,9 %) -
Chlamidia trachomatis 10 (13,0 %) 1(1,3%) 79,1 %) 8 (10,4 %)

Tabnumua 4. YacToTa BbisiBNIEHNS BPOXAEHHbIX NOPOKOB Pa3BUTUA Y fieTeli Npu Hanuumm v otcyTcTeum IgG K Human herpesvirus
Table 4. The frequency of detection of congenital malformations in children with and without IgG to Human herpesvirus

BpoxaeHHbIi nopoK pa3sutus /
Congenital malformations

IgG ectb / Ig G are
present (n = 68)

CraTUcTUYeCKas 3HaUMMOCTb /
Statistical significance

IgG HeT / 1g G
absent (n=9)

MopoK cepaua U KpyrnHbIX cocyaoB /
Heart and great vessels

[nadparmaneHas rpeixka / Diaphragmatic hernia

MopoK NoYeK M HapyLueHusi 06MeHa BeLlecTs /
Kidney and metabolic disorders

MHOKeCTBEHHbIE aHOMasUK U FEHETUYECKUE CUHAPOMBI /
Multiple malformations and genetic syndromes

7 (54,4 %) 3(33,3 %) 2= 0,82; p = 0,364
22,9 %) 1(11,1%) =172 p=0273
22,9 %) 1(11,1%) =172 p=0273
12 (17,6 %) 2(22,2%) X2 =0,26; p=0,624

y 6epeMeHHbIX ropasfo Bbilue, YeM BbisBnsieMast. [lpu atom
nopakeHus NiaLeHTapHoro KOMMeKca B UccnesyeMoii rpyn-
ne He 3auKcMpoBaHo, TorAa Kak Cytomegalovirus BbisiBNeH
B OpraHax 1 TKaHsix HoBOPOXAeHHbIX aeTer B 20 % cnyyaes.
LutomeranoBupycHas MHdeKuMs Obina ycTaHOBMEHa Kak
0fiHa 13 npuuuH cMepTn y 10 peten (BUY-accoummpoBaHHas
VHGEKUNA C NPOsBIEHNEM APYrUX BUPYCHBIX MH EKLMA —
Human herpesvirus, Cytomegalovirus; nHdeKums ¢ nopaxe-
HMEM rOJIOBHOr0 MO3ra, JIErKuX, MeYeHM, eNyfo4YHO-KULLeY-
HOro TpaKTa, NoYeK, CepaLa, CIOHHbIX Jenes). Y aTux feten
CMepTb HacTynana oT BPOXAEHHbIX MOPOKOB Pa3BUTUSA U UH-
(eKUMOHHBIX OCMOXHeHWA. TakuMm obpasoM, Heobxooumo
NpOBOAUTL 00CNIe0BaHNUE HA HaNMuMe LIUTOMEranoBUpYCHOM
MHEKLMM y BepeMEHHBIX, Y MI0J0B KOTOPbIX NMpeHaTaslbHo
[MarHoCTUpOBaHbl MOPOKY PasBUTMS, a TAKIKE HOBOPOXAEH-
HbIX LLETEM, Hy)XXAAIOLLMXCA B ONepaTUBHOM JIeYeHUM B Nepu-
HaTa/sbHOM NepuoAe ANS CBOEBPEMEHHOIO peLLeHMs Bompoca
0 NpoBefieH! NPOTMBOBUPYCHO Tepanuy.

H. herpesvirus 1-ro n 2-ro TMNOB ObiN NpeHaTaNbHO
BbISIBNEH TOJbKO Y 4 % JKEHLLMH, YTO CBA3aHO C OTCYTCTBYU-
€M pyTMHHOro o6cnefioBaHNA Yy MONyNAUMM BepeMeHHbIX.
Mpu atom IgG K H. herpesvirus BbisiBneHbl y 88 % HoBo-
POX[IEHHbIX, YTO KOCBEHHO CBUAETENLCTBYET 00 UCTUHHOM
pacnpocTpaHeHUM [aHHOro BO3DyAMTENs B MONYNALMM.
lMopaxeHue nocnesa otMeyeHo B 35 %, nopaxKeHue opraHoB
U TKaHel HOBOPOXKAeHHbIX B 64 %. OfHOM 13 NpuumnH rmbenn
H. herpesvirus nocnyun y 35 aeteid, uto cocTasnset 45,5 %,
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OCHOBHOM mpuunHoi rmoenn — y 10 (13 % petent). Mony-
YeHHble AaHHble CBUAETENbCTBYIOT 0 HeobXxoAMMoCTH npo-
BefieHus obcnefoBaHus Ha H. herpesvirus 1-ro u 2-ro Tunos
y 6epeMeHHbIX EeHLLMH C MpeHaTanbHO AUarHoCTUPOBaHHbI-
MW BPOXIEHHBIMW MOPOKaMM Pa3BUTHSA U Y HOBOPOXKAEHHBIX,
HYXK[AMOLLMXCS B NPOBEAEHUN ONEPATMBHOIO NIEYeHMs B Nne-
pUHaTaNbHOM Nepuose.

YacToTa BbISIBNIEHUS BPOXKAEHHBLIX NMOPOKOB Pa3BUTMS
y LeTeli npy Hannumm |gG K pasnuyHbIM BO3byauTensM npes-
CTaBneHbl B Tabn. 4-7.

Mpu aHanu3e AaHHbIX Tabn. 4—7 oTMeYeHo, YTO CTaTUCTU-
YECKY 3HauYMMBbIX PasfiNuuiA B YACTOTE BblSIBNIEHWS BPOXKAEH-
HbIX aHOManuii OMpeAeNieHHOM JIOKanu3aLum B 3aBUCUMOCTH
OT MHEKLMOHHOIO NpoLiecca, NepeHeceHHoro Bo BpeMs be-
PEMEHHOCTH, He 0BHapYEeHO.

Bo BpeMs naTtoMopdonorMyeckoro uUccneoBaHus Ho-
BOPOXAEHHBIX Dbl BbINOMHEHBI MOCEBbI HA CTEPUIBHOCTD
KpOBM, a TaKKe OTMNEeYaTKOB MOBEPXHOCTM M W3 MONOCTEl
opraHoB (neyeHu, ceneseHKu, BpOHXOB, Nerkux, cepaua, ro-
NOBHOTO M03ra, KULWeYHWKa). bakTepuanbHas dnopa, nony-
YeHHas npu noceax, npeAcTaBneHa Ha puc. 1. CeMeiicTBo
Staphylococcaceae 6bino npenctaBneHo S. epidermidis,
aureus, warneri; ceMencTBo Streptococcaceae — Strep-
tococcus viridans v haemolyticus; pon Pseudomonas —
Pseudomonas aeruginosa (cuHerHonHas nanouka) u putida;
ceMeiictBo Mycoplasmataceae — Mycoplasma pneumoniae
u genitalium, Ureaplasma urealyticum v parvum.




ORIGINAL STUDIES \Vol. 14(4) 2023 Pediatrician (St. Pete

Ta6nuua 5. YacToTa BbisBIEHWs BPOXIEHHbIX TOPOKOB Pas3BUTUSA y fieTeil npu Hamuun 1 otcyTetaim |g G k Cytomegalovirus
Table 5. The frequency of detection of congenital malformations in children with and without IgG to Cytomegalovirus

rsburg)

BpoxzeHHbIii nopok pa3sutus / lgGectb/lgGare | IgGHer/lgG | Cratuctuyeckas 3HaummocTb /
Congenital malformations present (n = 61) absent (n = 16) Statistical significance
MopoK cepALa 1 KpynHbIx cocynos / 0 0 201
Heart and great vessels 33 (54,1 %) 7(43,8%) X" =061;p=0267
[nadparmaneHas rpeixka / Diaphragmatic hernia 2(3,3%) 1(6,3 %) x> =3,29; p=10,070
lMopoK NoYeK M HapyLueHust obMeHa BellecTs / 2(3.3%) 163%) ¥ = 3,29: p = 0,070

Kidney and metabolic disorders

MHo3KecTBEHHbIe aHOManM U reHeTUYECKME CUHAPOMBI / 0 9 2002 n=
Multiple malformations and genetic syndromes 1118,0%) 3(188%) X =003 p=0861

Tabnumua 6. YacToTa BbisIBNIEHNS BPOXAEHHbIX MOPOKOB Pa3BUTUSA y fieTelt npu Hanuumm v otcyTteTeim IgG k Chlamidia trachomatis
Table 6. The frequency of detection of congenital malformations in children with and without IgG to Chlamidia trachomatis

BpoxzeHHbIi nopok passutus / lgGectb/lgGare | IgGHer/IgG | Cratuctuyeckas 3HaumMocTb /
Congenital malformations present (n = 10) absent (n = 67) Statistical significance
MopoK cepALa 1 KpynHbIx cocyzos / 0 0 21 e
Heart and great vessels 770,0%) 33(49,3%) X' =143, p =023
[nadparmanbHas rpeixka / Diaphragmatic hernia - 3 (4,5 %) x> =10,87; p=0,391
lopoK NoYeK u HapyLueHust obMeHa BellecTs / _ 345 %) Y= 0,87; p= 0,391

Kidney and metabolic disorders

MHo3KecTBEHHble aHOManMU U reHeTUYECKIE CUHAPOMBI / 0 0 2009 p=
Multiple malformations and genetic syndromes 2(20,0 %) 12179 %) X' =002 p=0891

Tabnumua 7. YactoTa BbisIBNIEHNS BPOXKAEHHBIX MOPOKOB Pa3BUTUS Y AieTell npu Hamymum u otcyTcTBum Ig G K Toxoplasma gondiii
Table 7. The frequency of detection of congenital malformations in children with and without Ig to Toxoplasma gondii

BpoxaeHHbIi nopoK pa3sutus / lgGectb/IlgGare | IgGHer/lgG | CratucTuyeckas 3HauMMocTb /
Congenital malformations present (n = 26) absent (n =51) Statistical significance
Mopok cepAaua 1 KpynHbIX cocyaos / 0 0 2 o
Heart and great vessels 17.(65,4 %) 23 (45,1%) X' =261;p=0,106
[nadparManeHas rpeixka / Diaphragmatic hernia 1(3,8 %) 2(39%) x> =0,00; p = 0,974
MopoK NoYeK M HapyLueHus obMeHa BelecTs / 1(3.8%) 23.9%) Y= 0,00 p = 0,974

Kidney and metabolic disorders

MHO)ECTBEHHbIE AHOMAIY M FeHeTUUECKME CUHAPOMbI / 6 0 2095 oo
Multiple malformations and genetic syndromes L054%) 1019.6 %) X =025 p=0622
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nige  faecalis aeruginosa baumannii ~ coli indolo-  cloacae - maltophilia contani- kansas

complex genes nans

baktepuansHas dnopa / Bacterial flora

Puc. 1. bakTepuanbHas dopa, nosy4eHHass npu NaTosloroaHaTOMUYECKOM WUCCe0BaHNM HOBOPOXAEHHbIX
Fig. 1. Bacterial flora obtained by post-mortem examination of newborns
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Enterococcus

Klebsiella Staphylococcus ~ Mycoplasma-
faecalis

pneumoniae tacee

Acinetobacter
baumannii complex luteus

Enterobacter
cloacae

Streptococcus  Ps. aerugenosa  Micracoccus Citrobacter

baktepuansHas dnopa / Bacterial flora

Puc. 2. bakrepuansHas ¢opa — npuuMHa cMepTh HOBOPOXKAEHHBIX

Fig. 2. Bacterial flora — the cause of death of newborns

Hanbonee uyacto mpu natoMopdonormyeckoMm uccre-
L0BaHUM HOBOPOX[EHHbIX BbISBAANM WHOULMPOBaHME
MWKpoopraHusMammn cemenctea Staphylococcaceae, popa
Mycoplasma, a Takxe Klebsiella pneumoniae v Enterococcus
faecalis. Mpn 3TOM cnepyeT 0TMETUTb, YTO UMEHHO OHU U SB-
NANNCb Yalle ApYrux BaKTepuanbHbIX areHToB MPUYKUHOM
CMepTU HOBOPOXKAEHHbIX B MOCNEONepaLMoHHOM nepuoe
(puc. 2).

BbiBOAbl

1. NpuunHoii cmepTn y Boniee NOMOBUHBI HOBOPOXAEH-
HblX, NPOONEPUPOBAHHbLIX B MepUHATaNbHOM Nepuoge, AB-
NATCA WHOEKUMOHHbIE areHTbl (BUpYChl, HaKkTepum u ux
coyeTaHus)). VIHDEKUMOHHBIN NpoLecc yTaxensieT TeyeHue
nocneonepauMoHHOro Nepuoaa U yBenMunMBaeT KONMMYECTBO
OCJTOXHEHWA OCHOBHOrO 3abonieBaHus, 4To B pe3ynbTaTe
U MPUBOJMT K rnbenu pebeHKa B nepuosie HOBOPOXKAEHHOCTY.

2. XnamupuiiHas uHdekums y matepu B 80 % cnydyaes
BbI3bIBAET MOPAXEHUE MNIALEHTApHOr0 KOMIJEKea (xnamu-
DVIHbIN xopuofeumayut), u pganee B 70 % cnydaes — xna-
MMOMIHOE MOopakeHWe OpraHoB U TKaHel pebeHKa (MHeBMo-
HUSl, MEHUHTUT, 3HLedanuT).

3. VicTvHHas pacnpocTpaHeHHOCTb TOKCOMIa3Mo3a B Mo-
nynsaumMm bGepeMeHHbIX ropasfo Bbille, YeM BbISBMIAETCS
B HacTosiLee BpeMs. [py 3TOM nopaxeHue MnaLeHTapHoro
KOMMJIEKCa U MHPEKLMOHHBIA MPOLECC Y HOBOPOXAEHHBIX
BCTpeyarTca He yacto (B 4 % cnyyaeB), 04HaKo B ciyyae
reHepann3aLmm, MOXET CIYXUTb NpUYKHON rnbenu.

4. VIcTMHHasA YacToTa UMTOMEranioBUpPYCHOM MHGbEKLMM
y 6epeMeHHbIX ropasfo Bbilue, YeM BbisBnsieMast. [lpu atom
Cytomegalovirus 6bin BbISBNIEH B OpraHax M TKaHsSX HOBO-
poxAaeHHbIx feteid B 20 % cnyyaes, a LMTOMeranoBupycHas
UHdeKLMA Bbina ycTaHOBNIEHA KaK OfiHa U3 MPUYUH CMEepTH
y 10 (13 %) peteii.

5. OTMeYeHbl BbICOKas 4acToTa pacnpoCTPaHEHHOCTH:
H. herpesvirus 1-ro u 2-ro TMNOB B NOMYNALMKM, NOPaXKEHMS
nnaueHTapHoro Komnnekca (35 %), nopaxeHus opraHoB
U TKaHel HOBOPOXLEHHbIX (64 %), repreTuyeckoi MHbeK-
LMK, KaK npuumHbl rubenn (13 % peteii).

DOI: https://doi.org/10.17816/PED14485-92

6. Hanbonee yactas npuumHa cMepT HOBOPOXAEHHBIX
B 1M0C/IE0MNEepaLroHHOM Nepruoje — MWUKPOOpPraHuU3Mbl ce-
menctBa Staphylococcaceae, popa Mycoplasma, a Takxe
K. pneumoniae v E. faecalis.

MonyyeHHble [aHHble elle pa3 MoATBEPXAAKT Heob-
X0AMMOCTb 00cnefioBaHMsA bepeMeHHbIX Ha C. trachomatis
C Y4eTOM BbICOKOM 4acToTbl MOPaXEHMs MaLeHTapHOro
KOMMIIeKca 1 niofa Npy Hanuumu MHULMPOBaHUS MaTepw,
a TaKkxke BbICOKOW addeKTMBHOCTM Tepamuu. llpu pocTa-
TOYHO BbICOKOM HEAMarHOCTMPOBaHHOM PacnpoCTpaHeHum
TOKCOMa3Mo3a M LUTOMEranoBupycHoOi MHDEKUMM B No-
NyNALMM NOPaXEHWe MNoja BCTPEYaeTCs PefKo, HO Mpw
3TOM He UCKJIYeHO 3aboieBaHue C NeTaslbHbIM UCXO0M,
yTo Aenaet uenecoobpasHbiM obcnepoBaHue Ha T. gondii
n Cytomegalovirus naumeHTOK W3 rpynn pucka, B TOM Yuc-
fle TeX, HOBOPOXAEHHbIM KOTOpbIX MPeACTOUT OrnepaTuBHOE
neyeHme. Bricokas yacTota pacnpocTpaHeHHOCTV B nonyns-
LMW, MHOMLMPOBAHWSA NMALEHTAapHOr0 KOMMIIEKCa, TKaHei
1 OpraHoB MOAa, a TaKKe BbICOKAs pofib B reHe3e CMepTy
Y HOBOPOXEHHbIX FOBOPST 0 HEOHXOAMMOCTM NPOBeLiEHNSA 06-
cnenoBaHus Ha H. herpesvirus 1-ro u 2-ro TunoB y bepemeH-
HbIX U3 FPYMMbl PUCKa MO NEpPUHATaNbHLIM MOTEPAM, @ TaKkKe
C MpeHaTanbHO AMarHOCTUPOBaHHLIMU BPOXAEHHBIMU NOPO-
KaMu pasBUTUS U Y HOBOPOXAEHHbIX, HYXAAKOLLMXCS B Mpo-
Be[leHUW OMepaTMBHOIO IEYEHNs B NepuHaTanbHOM nepuoge.

AONO/IHUTE/IbHAA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHECNM CYLLECTBEHHbIA BKIAf,
B pa3paboTKy KOHUenuuW, npoBefeHue MCCnefjoBaHus W MoA-
FOTOBKY CTaTby, MPOYAM U OA00pUNM uUHambHYI0 BepcUio nepef,
nybnnKaumei.

KoHdbnukT uHTepecoB. ABTOpbl AeKNapupyT OTCYTCTBUE SB-
HbIX 1 NOTEHUMaNbHBIX KOH(IMKTOB MHTEPECOB, CBA3AHHBIX C My-
BnMKaLmeit HacTosILLIEN CTaTbK.

WUcTouHuk dmHaHcupoBaHUs. ABTOpbI 3asiBNISIOT 06 OTCYTCTBUM
BHELLHEro GUHaHCMPOBaHWA NpU NPOBELEHUM UCCIIEA0BAHNS.

3Tnyeckuin Komutet. HayyHas pabota opobpeHa 3TMYECKUM
KomutetoM npu BMepA um. C.M. Kuposa (Bbinucka 13 npotokona
N® 219 ot 26.02.2019).
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JInsocoMHbie 60N1€3HM HaKONEHUA.
cq)MHFOJ'IMI'IMA(BbI — FraHrnamo3nAao3bl

B.H. FopbyHosa ', H.B. ByunHckas "2, J1.B. Jiasuna 2, A.0. Beukacosa 2

! CaHKT-TeTepBypreKuii rocy1apcTBeHHbIN NeAnaTpUuecKuin MeMLUMHCKII yHuBepcuTeT, CankT-etepbypr, Poccus;
2 Inarnoctuyeckmit ueHtp (Meamko-reHetuueckuii), CaHkt-Metepbypr, Poccus

AHHOTALNA

MpencraBneHbl aNMAEMUONOTUS, KIMHUYECKas, DMOXMMMUYECKas U MOJNEKYNAPHO-TeHETUYECKas XapaKTepuCTUKa raHrmo-
3M[030B — TFEHETUYECKM TeTepOreHHOW rpynnbl ayTOCOMHO-PELECCUBHBIX 3abonieBaHuiA, 00YCNOBNEHHBIX HAcneCTBEH-
HOM HEeJ0CTaTOYHOCTBH) JIM30COMHBIX FAIMKOMMAPONa3, yqacTBylolwmx B Katabonmame GM1-, GM2- u GA2-raHrnmoswgos.
Tpn  kmHnyeckne dopmbl  GM1-ranrmuosngosa  obycroBneHbl  HacneACTBEHHOW HEAOCTAaTOYHOCTBIO  JIM30COMHONA
B-ranakto3upasel, OAHOM M3 AKTMBHOCTEN KOTOPOW ABNSETCS BbICBOOOXAEHWE TanakTo3bl W3 YrNeBOAHbIX KOMMEKCOB.
B pesynbTate B 1M30COMax HePOHOB M HEKOTOPbLIX APYTUX KIETOK NPOMCXOAMT HakonneHne GM1-raHrnnosnaa v B MeHbLLel
CTeNneHW KepaTaHcynb(ata. Tpu reHeTU4eckn reteporeHHble Gopmbl GM2-raHrnmo3ango3a cBs3aHbl ¢ AUCHYHKUMEN TeKco-
3aMUHMA3HOW aKTMBHOCTW. bonesHb Tes — Cakca, unu BapuaHT B GM2-ranrnnosunpa, obycnosneH Mytaumamm B reHe HEXA
anbga-Lenu rekcosammHuaasbl. bonesHb 3anaxodda ceazaHa ¢ MyTauusamu B reHe HEXB BeTa-Lenn rekco3aMmHuaasbl.
B atom cnyuae Habnopaetca HepocTatouHocTb A 1 B KoMnoHeHTOB epMeHTa — HyneBol BapuaHT GM2-raHrnmosuposa.
Mpu BapuanTe AB, unu toBeHUNbHOM GM2-raHrnno3npo3e, Bce KOMMOHEHTbI FeKC03aMUHMAA3bl MPUCYTCTBYIOT, HO AedeK-
TEH aKTMBMpYHOLLMI (aKTop BCeAcTBUE MyTaumin B reHe GMZA. [Ina Bcex raHrnno3npo30B XapakTepHa nporpeccupylowas
3a/lepXKKa MCUXOMOTOPHOrO PasBUTUA U PaHHAS CMePTb DOMbHBIX, Yallle Bcero B Bo3pacTe A0 3 JeT. Yactota pasnuyHbIX
TUMOB raHrIMO3UA030B B pasHbix nonynaumsax He npesbiwaet 1: 300 000. UckioueHeM ABNSETCA ITHUYECKAA rpynna eB-
peeB alLKeHa30B, B KOTOpOK YacToTa 6onesHn Tes — Cakca pocturaet 1: 3000, yto fenaeT 3KOHOMMYECKM ONpaBAaHHBIM
TOTaNbHbIA CKPUHUHE C LieMblo BbISIBIEHWS FETePO3UroT M NpOoBeLEeHUs NpeHaTanbHOW AMarHoCTUKK 3aboneBaHus B CEMbAX
BbICOKOr0 pucKa. B cTaTbe noayepKuBaeTCs 3HaueHMe IKCMEPUMEHTAIbHBIX MOAENEN L1 U3YUYeHUs MOJIEKYNAPHBIX OCHOB
naroreHe3a 1 pa3paboTKK pa3nMYHbIX TePANEBTUYECKUX NMOAXOAO0B, TAKMUX KaK TPaHCMMaHTaLMA KOCTHOTO Mo3ra, GepMeHT-
Has 3aMecTUTeNIbHas Tepanus, CybcTpaTpeayumpyloLLas Tepanus, FreHHas Tepanus U FeHOMHOe pefjakTupoBaHue. [pusoasTcs
KJIMHUYECKME NPUMEPbI MALMEHTOB C FaHMIMO3KUL030M LS NOBbILLEHUS 3QHEKTUBHOCTY AUArHOCTUKM 3TUX pefKux 3abone-
BaHWI BpayaMm KIIMHULMCTaMW.

KnioueBble cnoBa: 0630p; NN30COMHbIe 60/1€3HW HAKOMJIEHUS; Cd)IAHFOJ'IMI'IM,U,OBbI; raHrmno3nao3bl.

Kak unTtnpoBarts:
lopbyHosa B.H., ByunHckas H.B., J1asvHa J1.B., Beukacosa A.O. JIuzocomHble 6one3H HakornneHus. ChUHronmMnao3ssl — raHrnmosunnossl // Meouarp. 2023.
T.14.Ne 4.C. 93-111. DOI: https://doi.org/10.17816/PED14493-111
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Lysosomal storage diseases.
Sphingolipidoses — gangliosidoses

Viktoria N. Gorbunova !, Natalia V. Buchinskaia " 2, Lidia V. Liazina 2, Anastasia 0. Vechkasova 2

! Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia;
2 Saint Petersburg State Medical Diagnostic Center (Genetic medical center), Saint Petersburg, Russia

ABSTRACT

Epidemiology, clinical, biochemical and molecular genetic characteristics of gangliosidoses, genetically heterogeneous
group of autosomal recessive diseases caused by hereditary deficiency of lysosomal glycohydrolases involved in the
catabolism of GM1-, GM2- and GA2-gangliosides, are presented. Three clinical forms of GM1 gangliosidosis are caused
by hereditary deficiency of lysosomal B-galactosidase, one of the activities of which is the release of galactose from
carbohydrate complexes. As a result, GM1-ganglioside and, to a lesser extent, keratan sulfate accumulate in the ly-
sosomes of neurons and other cells. Three genetically heterogeneous forms of GM2-gangliosidosis are associated
with dysfunction of hexosaminidase activity. Tay—Sachs disease, or GM2 ganglioside variant B, is caused by mutations
in the hexosaminidase alpha chain HEXA gene. Sandhoff’s disease is associated with mutations in the HEXB gene for the
hexosaminidase beta chain. In this case, there is a deficiency of the A and B components of the enzyme — the null vari-
ant of GM2 gangliosidosis. In variant AB, or juvenile GM2 gangliosidosis, all hexosaminidase components are present,
but the activating factor is defective due to mutations in the GM2A gene. All types of gangliosidosis are characterized by
progressive retardation of psychomotor development and early death of patients, most often under the age of 3 years.
The frequency of various types of gangliosidoses in different populations does not exceed 1 : 300,000. An exception is
the ethic group of Ashkenazi Jews, in which the incidence of Tay-Sachs disease, reaches 1 : 3000, which makes total
screening of heterozygotes and prenatal diagnosis of the disease in high-risk families economically justified. The article
highlights the importance of experimental models for studying the molecular basis of pathogenesis and developing vari-
ous therapeutic approaches, such as bone marrow transplantation, enzyme replacement therapy and substrate reduc-
ing therapy, gene therapy, and genome editing. Clinical examples of patients with gangliosidosis are given to improve
the efficiency of diagnostics of these rare diseases by clinicians.

Keywords: review; lysosomal storage disorders; sphingolipidoses; gangliosidoses.
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BBEJEHUE

[AHrNMO31A03bl — 3TO rEHETUYECKY reTEPOreHHas rpyn-
Ma ayTOCOMHO-PeLieCCMBHBIX 3aboneBaHuii, 06yCoBAEHHBIX
HaCNeACTBEHHOW HE0CTaTOYHOCTBIO JIM30COMHBIX FIMKOMU-
[ponas, y4acTBylOLMX B KaTabosm3me raHrIMo3naoB nyTem
nocnefoBaTenbHOr0 OTAENIeHUs TepMUHANbHbIX CaxapoB
[0 KOpoBOro Lepamupa. [ing MHOTUX TUMOB raHrimMo3nao-
30B XapaKTepeH BbIPaXEHHbIN KIIMHUYECKMIA MOMMOPOU3M.
GM1-, GM2- u GA2-raHrnmo3uapl SABNAOTCA KOMMNOHEHTa-
MW TJIMKOCOUHIONMNMAO0B, PACMONOMKEHHBIX HA BHELUHEW
MOBEPXHOCTM BOMBLUMHCTBA KIETOUHbIX MeMbpaH. OHW oco-
OeHHO 06MMbHBI B HEPBHOW CUCTEME, TAE BbIMOJHSAIT MHOMO
(YHKUMIA, y4acTBys B NPOPaCcTaHUW HePBHBIX KIETOK, hop-
MWUPOBaHUM MEXKIIETOYHBIX KOHTAKTOB U B HEMpPOHAIbHOM
TPaHCMUCCUN.

Tpu KnuHuyeckue ¢opmbl GM1-raHrnmosuposa oby-
CNOBEHbI HAaCNeACTBEHHON HE0CTAaTOYHOCTbI0 JIM30COMHOM
B-ranaktosnpassl [58]. OAHOM M3 aKTMBHOCTEW 3TOTO MO-
nmbyHKUMOHanbHOro dhepMeHTa SBNAETCA BbICBODOXAEHME
ranakTo3bl U3 YrIeBOAHBIX KOMMIEKCOB U HEKOTOPbIX APYrvX
cyberpartos. Ero HeocTaTo4HOCTb MPUBOAMT K HaKOM/IEHMIO
B HEMpOHaX 1 BHYTPeHHWX opraHax GM1-raHrnuno3snga u ero
cnabo pacTBOpPMMbIX CMaNoONpPOM3BOAHBIX, @ TaKKe K Ha-
PYLIEHMIO ferpajauun KepaTtaHcynbhara — KOMMOHEHTa
FJIMKO3aMWUHOTTIMKAHOB BHEKJIETOYHOTO MaTpUKCa XpSILLEBON
TKaHW 1 pYrux TKaHel Me3eHXUMHOT0 NPOMUCXOXKAEHUA.

Tpu reHeTuyeckue dopMbl bonesHein Hakonnenus GM2-
raHrnMo3naa CBA3aHbl C AUCHYHKLMEN reKCo3aMUHUAA3HOM
aKkTMBHOCTM — 6onesHb Tes — Cakca, 3aHaxodda u tose-
HUNbHbIK GM2-raHrnvo3ngos tuna AB [74]. [1Ba depmeHTa
HenocpeACTBEHHO YYacTBYKT B peanu3aLnm 370N aKTUBHO-
CTW — rekco3ammHupasa A n B. 06a Bupa rekcozaMmHuzassl
COCTOAT U3 JiBYX cybbeamnHuL, — anbda u beta. Kpome Toro,
LNs B3aUMOJENCTBUS NIMMULHBIX CyOCTPaToB U BOLOPACcTBO-
pUMOIA rMAponasbl HEOOXOAMMO HanMuMe aKTUBMPYIOLLErD
takropa. lpn bonesnu Tes — Cakca oTcyTCTBYET MM PE3KO
CHWKEH KOMMOHEHT A reKco3aMMHMEA3bl, U 3TO CHUXEHWE
0bycnoBneHo MyTauMsaMM B reHe anbda-Lieny rekco3aMmHi-
nasbl — HEXA [59]. Mpwn 3T0OM KOMMOHEHT B npucyTcTayerT.
MoatoMy paHHyto dopMy raHrnmosuposa GM2 obosHavatoT
Kak BapuaHT B. bonesHb 3aHoxodda cBsizaHa ¢ MyTaumamu
B reHe 6eta Lenu rekcosammuupassl — HEXB [11]. B 3tom
CNyyae, Kak NpaBuio, OTCYTCTBYET UMW CHUXKEHA aKTUBHOCTb
060MX KOMMOHEHTOB epMeHTa (A 1 B), TaK Ha3biBaeMbIN Hy-
neBo¥ BapuaHT GM2-raHrnnosnpgosa. MNpu BapuaHte AB —
I0BEHWNTBHOM raHrnMo3upo3e GM2 — Bce KOMMOHEHTbI reK-
C03aMMHKA3bl MPUCYTCTBYHOT, HO OTCYTCTBYET UMK fedeKTeH
aKTUBMpYIOLLMIA GaKTop BCieacTBUE MyTauuin B reHe GMZA
[1,76, 89].

YunTbiBas paHHIO KIMHUYECKYID MaHubecTauuio Ts-
XenbiXx (opM TraHrnMo3uA030B B BUAE MYNLTUCUCTEM-
HOCTW MOPAaXEHMWsl, PaHHEro perpecca NpUOBPeTEHHbIX
HaBbIKOB, Ha/M4YMA renaTocnieHoOMeranum U HelpoaereHe-
paummn B 6ONBLUMHCTBE CIy4aeB B Kpyr anddepeHumManbHom
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OMarHoCTMKM HeobxoouMo BKIWYaTh Apyrve 6onesnn us
rpynnbl IM30COMHBIX 60Me3Hel HaKOMNeHUs: COUHrONUMHU-
[03bl M MyKononucaxapuaosol [2-91.

GMI-TAHIIN03U 03

Knunuka u annaeMuonorus

[Jeduuut 6eTa-ranakrosupasbl ABNSETCA NEPBUYHBIM
BrUoXMMUYECKUM [1edEeKTOM MpU TPeX asneNbHbIX KIMHKUYe-
CKM NMOAMMOP(HBLIX ayTOCOMHO-peLieccuBHbIX hopMax GM1-
raHrnMo3ngo3a — OCTPOM MNAfEHYECKOMN, HHOLLECKOH
1 B3pocnon [59]. MnageHueckas GopMa reHepann3oBaHHOMO
raHrMMo31A03a, U HEMPOBMCLLEPaNbHOTO IMNUAO3A, XapaK-
Tepusyetca HakonieHueM GM1-raHrnno3naoB B LEHTpanb-
HOM U nepudepuyecKoin HEpPBHOM CUCTEME, MPUBOASALLNAM
K HapyLUEHMI0 pocTa, CTPOeHUs M paboTbl CMHANCOB Henpo-
HOB. py 3TOM OCHOBHO/ MPWUYMHOM CMepTW B BO3pacTe [0
2 net cTaHoBuTCA LiepebpanbHas aereHepaums. OeHotunu-
Yeckue 0CODEHHOCTM [aHHOM (OpMbl: pa3BUTME JIULIEBBIX
Im3MopduiA No TUNy «raprounusmMar (rpybble YepTbl LA,
Y/IOLLEHHOE MEpPeHOChE, rMMepriasnus AeceH) U CKeneTHble
pedopMaumMm No TUNY MHOXKECTBEHHOTO AW30CT03a — LUM-
pokue pebpa, runonnasus No3BOHKOB WM HopMUPOBaHMe
M03BOHKOB K/IOBOBMAHOW (OPMbI, NPUBOAALLMX K Aedop-
MaLuu NMO3BOHOYHMKA (KU(O3, CKONMO3), TYronoABUKHOCTb
cycTaBoB. [pu odpTanbMonorMyeckoM 0CMoTpe YacTo Habnto-
[Al0TCA CUHAPOM «BULLHEBOW KOCTOUKM», AUCTPODUS MaKy-
Nbl. [lpy rucTONOrMYecKoM MccnefoBaHUM TKaHei obHapy-
JUMBAIOT BaKyonM3upoBaHHble iuMdoumTbl. [ocne nepeoro
rofa *KM3HU pa3BUBAOTCA TOHWUKO-KJIOHUYECKUE CYL0pOrH,
runeppedneKcus, NoaHas noTeps Cyxa U 3peHus, € UCXo-
LOM B JeuepebpaumoHHylo purugHocTe. pu nposefeHnm
MPT ronoBHoro Mo3ra HaxogaT audQysHyo runoMUenyHm-
3aumio 6enoro BeLLecTBa, NopaxeHue basanbHbIX raHrIneB
B BUZE MOBbILIEHWUS WHTEHCUBHOCTM curHana. HakonneHue
raflaKTo30COLEepIKaLLMX OJIMrocaxapoB B MEYEHU U CENe3eH-
Ke NpUBOAMT K pa3BUTUIO FenaTocrniieHOMeranuu, B rinoMepy-
NAPHOM 3MUTENIMM NMOYEK — K MOYEYHON HeAO0CTaTOHHOCTH,
B CKENIETHbIX MbILILLAX — K MMOMaTWK, a B CEPAEYHON MbLL-
Lile — K KapavoMuonartum.

lOHoweckne dopMbl xapakTepusylTca bonee Mo3gHUM
HayanoM. lepBble cuMnTOMBbI 3abonieBaHMsA HabnopaTcs
Ha BTOPOM FOJY JXW3HW B BUAE 3aflePXKW NCUXOMOTOPHOIO
pa3BuTMS. Ha TPeTbeM rofly Xu3HU 0TMeYaeTcs AasbHenLlee
MPOrpeccuMpoBaHne CTEMeHW 3afepXKuU pPa3BuTUS, NoTeps
paHee MpuobpeTeHHbIX HABBIKOB, Pa3BUBAETCS MUOKIOHU-
yeckas anuiencus, CyAOPOXHbIA CUHAPOM, MOCTeneHHas
atpodma 3puTenbHbIX HepBoB. B ucxope 3abonesanus,
TaK e KaK W npu MiafieHyeckon dopme, pasBuBaeTcs ae-
LepebpaunoHHas pUrMaHOCTb, NPUBOASALLAS K NieTanbHOMY
ucxofy B TeyeHue 3 NeT OT Havana 3abonesaHus.

Bo3pacT nebtota xpoHuyecKoii unm B3pocsioi HopMbl Ko-
nebnetcs ot 3 go 30 ner. lepBbIMY CUMMTOMaMM YalLle BCEro
CTAHOBATCA NPOrpeccupytoLLas aTakeusa U Au3apTpus, naum-
eHTbI Hanbosee YacTo 0b6paLLAtOTCA C LaHHOW CUMMTOMATUKOM
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K Bpayy-HeBpoJiory 1 npoBoauTcs auddepeHumanbHas ama-
THOCTWKA B rPynne MO3KEYKOBbIX aTaKCui. B manbHeliweM
B KJIMHWYECKOI KapTUHe NOSIBNAIOTCA: NMUpaMUAHas CUMMTO-
MaTMKa, CUMNTOMbI NPOrpeccUpyHoLLLEN MbILLEYHOMN cnabocTy
1 atpodmna MbILLL, cinHoLepebennspHas aTakcus ¢ pasBuTH-
eM cnacTuyeckux napanuuei. KnuHuyeckas kapTuHa Moxet
BbITb B/IM3Ka K 0BEHUIBHOMY MapKUHCOHM3MY. XapaKTepHbl
yMepeHHasi KOrHUTUBHaA OUCHYHKUMA M aTpodus Kopbl ro-
nosHoro Mo3ra. [laHHas dopMa 3aboneBaHus pacnpocTpa-
HeHa B AnoHumM u B cTpaHax HxHon AMepuku.

BuoxuMunyeckue ocHoBbl naToreHesa

Bce dopMbl GM1-raHrnno3nao3a Bbi3BaHbl MyTaLMSMU
BreHe B-ranakTosupgassl— GLBI, nns 3aboneBaHus xapakTep-
Ha He[L0CTaTO4HOCTb BCex Tpex u3odopM depmenTta (A, Bu C),
00pasyoLwmxcs 3a CHeT anbTepHATMBHOMO ChiaicuHra [56].
bera-ranaktosupaasa Katanusupyet OTLLEeNeHWe ranaKTo3bl
OT FaHrAMO3UAHbIX CYDCTPaTOB U ApYrvX FNIMKOKOHBLIOraTos,
M 4acTo OHa 0OHapyXMBAaeTCA B KOMMIEKCE C HEMpaMUHU-
[a30i U KaTencuHoM A, KOTOpbIi ABSISETCS KOMMOHEHTOM
MOBEPXHOCTHBIX PeLenTopoB KneTok [34]. CywiecTByeT cBA3b
MeXOy OCTaTOYHOW aKTMBHOCTbKO (epMeHTa W CTemneHblo
TaxecTu GM1-raHrnmosmpo3a. Hanpumep, octatouHas ak-
TUBHOCTb P-ranakTo3nzasbl Npu MnafeHYeckoin Gopme 3a-
bonesanus coctaenset 0,6—1,6 %, npyu toBeHMbHO hopMe,
KaK npasuno, MeHee 3 % v npu B3pocron GopMe Konebnetcs
B npenenax ot 4 go 7 % [92].

KaptupoBanue u naentudukaums resa GLBT

len GLB1 pacnonoxeH B obnactv 3p21.33, ero npots-
YKEHHOCTb cocTaBnseT 62,5 Kb, oH pasneneH Ha 16 3K30HOB
[60, 75, 82]. kOHK reHa GLBT Bnepsble Obina M30/MpoBaHa
U3 TKaHecneunpuYeckon bubnmnoTeku reHoB NaLeHThl Ye-
noseka [61]. Ten GLBT 3kcnpeccupyetca ¢ obpa3oBaHWeM
[BYX anbTepHATUBHO CMIANCUPYIOLLMXCS TPaHCKPUMTOB,
OLMH U3 KOTOPbIX KOAMPYET KIlacCUYecKuii hepMeHT, cocTo-
AWMIA M3 677 aMUHOKMCNIOT, a Apyron — [B-ranaktosupas-
POACTBEHHbIN Oenok (S-Gal), cocToAwwmii U3 546 aMMHOKKUCNOT
U He UMEKOLLMI (epMEeHTaTUBHOM aKTUBHOCTM [45]. Okasanock,
yto S-Gal naeHTMYeH anacTuH-cea3bIBatoLLeMy benky (EBP),
KOTOpbII SBNSETCA [N1aBHbIM KOMMOHEHTOM HEMHTErPUHOBOIO
MOBEPXHOCTHOIO PELLeNTOPHOr0 KOMMJEKCa, NPUCYTCTBYHOLLE-
o BO MHOMMX Tvnax KneTok [34]. S-Gal yHKUMOHMPYET KaK
MOJEKYNAPHBIN LIANepoH, obneryas cekpeuuto TpPONoanacTu-
Ha W ero opraH13aLmio B 371aCTUYECKUX BOSTOKHAX.

Mytauum B rene GLB1

B HacToswwee BpeMs B reHe GLBT onucaHo HecKosb-
KO [EeCATKOB MyTaUuM, rnaBHbIM 00pa3oM MMCCEHC-TUMA.
OnucaHbl TaKkXKe HOHCEHC-MYTaUMU U MUKPOAYNMKaLMK.
Mpu 3TOM CMEKTPbI MyTaLMN NPU KIMHAYECKU NOIMMOPQHBIX
topMax 3aboneBaHua pasnuyatotcs [54, 92]. PasHble Ma-
YKOPHble MYTaLMKM OMKUCaHbI Yy NauueHToB B AnoHuu, Mtanum
u H0xxHo AMepuKe, 4TO YKa3biBaeT Ha BO3MOXKHOCTb Y4acTus
«3(deKTa ocHoBaTeNsA» B UX pacnpocTpaHeHuu [35, 46, 75].
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Kpome Toro, HekoTopble MyTauuu B reHe GLBT obHapy-
JKEHbI Y MaLMEHTOB C 0JHOW M3 GOpM MyKOMonaMcaxapuao-
3a — cuHapoMoM Mopkuo IVB tvna. OnbiThl N0 KNeTo4HOM
rmbpuansaummn nokasanu, 4to sapuaHT IVB cuHapoma Mopkuo
W pasnuyHble dopmbl GM1-raHrnnosngosa npuHagnexar
K OfHOW rpynne KommneMeHTauuu. [peanonoxexue, yto
pas3nuuHble MyTauuu B reHe 6eTa-ranaktoavgasbl MOryT
NMPUBOAMTb K Pa3HbIM KIIMHUMYECKUM (eHoTUMaM, bbino Bbi-
CKa3aHo AaBHO. OHO OCHOBaHO Ha CyLLeCTBOBAHWUM LUMPOKO-
ro CreKTpa ecTecTBEHHbIX CybcTpaToB Ans beTa-ranakTosu-
[a3bl, YTO JIEXWUT B OCHOBE MPUHLMMA: «OAMH FeH — OAUH
nonunenta — MHoro cybetpatos» [57]. MoatoMy pasHble
MyTauun B reHe GLBT MoryT nsbupatenbHo Hapywatb pa-
boTy hepMeHTa MO OTHOLLEHMIO K pa3HbIM cybcTpataM. OgHa
M Ta e MyTaums R482H, npuBoaswlas K 3aMeHe aprHWHa
Ha TUCTMAMH B 482-1 nosuuum depMeHTa, Bbina MAEHTU-
(1uMpoBaHa KaK y MauMEHTOB C reHepasn3oBaHHbIM raH-
rMM03KA030M, TaK M Npu cuHapoMe Mopkwmo IVB. 3T paH-
Hble [OKa3blBAKT afeslbHyl NpUPoLY PasnuuHbIX GOopM
GM1-raHrnu1o3uao3a u cuiapoMa Mopkwo tmna B.

Mpn WU3y4eHUM NpUYMH Pa3IMYHOTO MPOSBIEHUS MY-
TauMn OKa3anocb, Y4TO T€ M3 HUX, KOTOpble OBHapyMu-
BAlOTCA Y MauMeHTOB C MyKomonucaxapuposoM [VB wnm
GM1-raHrn1osngo3oM, CONpoBOXAAILLMMCS TAXENOW Kap-
JMoMKonaTvel, NPUBOAAT K MOJHOMY OTCYTCTBMIO Y 60JbHbIX
B-ranakto3upas-poacreenHHoro benka S-Gal u BcnencTaue
3TOr0 K Cepbe3HOMY HapyLLEeHMIO anacToreHesa [35].

JKcnepuMeHTanbHble MOAeNu

Co3paHa TpaHCreHHas NMHMSA Mbllen C HejocTaTou-
HoCTblo B-ranaktosupassl [31]. AHOManbHble HaKOMNeHus
GM1-raHrn1osnga B CMMHHOM U FOJIOBHOM MO3Te MYTaHTHbIX
JKUBOTHbIX BbInM 3aMeTHbI y3Ke B Bo3pacTe 3 Mec., U K 5 Mec.
WX KONMYECTBO NPOrpeccvBHO YBENAMYMBANOCh B 2-5 pas.
HecMoTps Ha 3T0, HMKaKUX HEBPOMOTMYECKUX aHOManui
B BO3pacTe 4—5 MeC. Y MyTaHTHbIX MblLLei He Habmoanoch.
0aHaKo B fanbHEMLLEM Y HUX CTaNu 3aMEeTHbI TPEMOP, aTaK-
CUS 1 ABUraTesbHble HapyLUeHMS.

OnucaHa cnoHTaHHas Mogenb GM1-raHrnno3nposa y co-
BaK ¢ romMo3uroTHOM MUCCEHC-MyTauuen B FOMOIOMUYHOM
reHe B-ranaktosupaasol [88].

OaMH M3 BO3MOXHBIX MOAXOAOB K Tepanuu Hacnep-
CTBEHHbIX DONE3HEN HAKOMMEHUS HAa MONEKYNSPHOM YpOB-
He 6a3vpyeTcs Ha UCMONb30BaHUM KOHKYPEHTHBIX UHIMOU-
TOPOB, KOTOPble AEHCTBYIOT KaK «XMMWUYECKME LLANepoHbI»
npu CyOUHTMOUTOPHBIX BHYTPUKIETOUHBIX KOHLEHTPALMSX.
B cucteMe in vitro v Ha TpaHCreHHOM MbILLMHOW Mofenm GM1-
raHrMo3na03a NoKasaHo, YTo CUHTETUYECKas NMPOM3BOJHAS
ranaxto3bl — N-oKktun-4-3nu-B-anueHamuH (NOEV) — sB-
NAETCA NOTeHUMANbHLIM UHMMOUTOPOM B-ranakTosuaassl [42].
[lobaBneHne 3toro uHrMbutopa B Cpefly BOCCTaHaBNAMBAET
aKTUBHOCTb (hepMeHTa B KyJbTUBMUPYEMBIX MYTaHTHbIX G-
Bpobnactax YenoBeKa UMK MbILLIM NPU HU3KKUX BHYTPUKIIETOY-
HbIX KOHLIEHTpaUMsIX, B pe3ysibTaTe Yero 3aMeTHO CHUMKaeTCs
BHYTPUKIIETOUHOE HaKoneHue cybcTpata. KpaTtkoBpeMeHHoe




HACIEICTBEHHBIE BOJTE3HM OBMEHA

opanbHoe HasHadeHue NOEV TpaHCreHHbIM MbilaM MoAesib-
HOW JIMHWW toBeHUnbHOro GM1-raHrnnosnpmosa, sKcnpeccu-
PYHOLUMM MyTaHTHY0 B-ranakTosupaasy YenoBeKka ¢ MyTau-
er R201C, npmBoaMT K MOBLILUEHWIO aKTUBHOCTU (epMeHTa
B FOJIOBHOM MO3re M B ApYruX TKaHSX XMBOTHbIX. IMMyHO-
TUCTOXMMWUYECKWIA aHanK3 MOKasas 3HauYUTeNIbHOE CHUMXEHME
GM1- n GA1-raHrnMosnaoB B HeMpOHaNbHbIX KETKax Mo3ra
MYTaHTHBIX MBbILLEW, MOyYaloLWKX TepaneBTUYECKWe A03bl
NOEV. B panbHemnwumx nccnenoBaHusaxX BO3MOXHbIV TepaneBTu-
yeckuii apdekt NOEV Obin nofaTBEpPIKAEH HA MYTaHTHbIX M30-
(opMax [-ranakTosnaasbl U KIETKax YenoBeKa € MyTaLuamu
B reHe GLBT [33]. Mpu opanbHoM BeeaeHr NOEV MyTaHTHBIM
YKVMBOTHbIM, MogenupytowmM GM-1-raHrnno3naoes, npenapat
MPOHMKaET Yepe3 reMatosHuedanuyeckuin bapbep W MHAY-
LIMPYeT BbICOKMIA YPOBEHb aKTUBHOCTM P-ranaktosupasbl [80].
Mpn paHHeM Hayane neyeHUs B TEUEHWE HECKONBbKMX Mecs-
LeB He HabnopaeTcs pasBuUTUE HEBPOJIOTMYECKUX aHOMamui
1 NPOJOITKMTENBHOCTb WU3HU HUBOTHBIX 3HAYUTESBHO YBe-
nnumBaetcs. TakuM 00pa3oM, UCMONb30BaHWE TEXHONOTMM
«XMMMYECKUX LLIANEPOHOB» MOXHO CYMTaTb OJHOW W3 Hau-
Bonee NepcnekTUBHbLIX CTpaTeri JieyeHus B-ranakTosupaosa.

JlabopaTopHas AuarHocTuka,
n neyeHue

Mpy HanWMuMW xapaKTepHOW KIIMHUYECKOW KapTUHbI raH-
rMMO3103a NPOBOAAT BMOXUMMYECKYI0 AuarHocTuKy. [locTo-
BEPHbIM CUMTAETCA CHUMEHWME aKTMBHOCTM P-ranaktosuiasbl
B Ne/KOLMTaX KpOBM, BaKy0M3aLMa TMMQOLIMTOB B OKpaLLIEH-
HbIX Ma3Kax KpoBM, MOBbLILLEHWE 3KCKPELMM rafaKToonmroca-
XapuA0B C MOYOW 1, B MEHbLUEN CTeneHu, KepaTaHcynbdara.
[VcTonormyecky OTMeYaloT HalMuMe «MEHWUCTBIX KIIETOK»
B OuonTaTax KOCTHOrO Mo3ra U meveHu. TUMMYHBIMK U3Me-
HeHuaMKM Ha MPT ronoBHoro Mo3ra cuutanTcs auddysHas
TUMOMMENIMHA3ALMS W MOBBILIEHNE WHTEHCMBHOCTW CUrHana
B 061acTn 6a3anbHbIX raHrmeB. YA06HbIM 40NOSHUTENbHBIM
BroMapkepom ansa auarHoctuky GM1- n GM2-raHrnnosnno3os
aensetca N-aeaunnupoBaHHas ¢opMa CHUHrONMNMAOB (u-
30CHMHIONMNUABI), HanMuMe KOTOPOI B Mia3Me KPOBM JETKO
onpefensieTcs MEeTOAOM JXMAKOCTHOM Xpomatorpadum —
TaHaeMHon Macc-cniektpomeTpun (LC-MS/MS) [69]. OkoHua-
TesbHOe [10Ka3aTeNbCTBo AuarHo3a GM-1-raHrnuosuposa —
UAEHTUDMKaUMS MyTauuii B reHe GLBI.

laToreHeTMyecknx MetoaoB JNieyeHna GM-1-raHr-
NIM03KL,03a B HACTOALLMIA MOMEHT He CYLLLeCTBYET, XOTS Ofbl-
Tbl Ha MOJENbHbIX XMUBOTHBIX U in Vitro MoKa3blBalT, 4To
MepcneKTUBHBIMU HanpaBieHsAMU ABNAIOTCA (epMeHT-3a-
MectutenbHa Tepanus (O3T) u wanepoHoTepanus [41].

npodunakTmka

KnuHnyeckun cnyyai

Manbuuk, 04.12.2019 r. p., B Bospacte 1 1. 9 Mec. ocMo-
TPEH reHeTMKOM B peaHnMaLmm [leTckon ropofickon 6ombHu-
ubl N2 1 (Orb 1).

M3 aHaMHe3a 13BECTHO: MasnbyuK 0T 2-i bepeMeHHOCTH,
HelOHOLIEeHHOCTb 29 2/7 Hep., KecapeBO CeyeHue B CBSA3U
C TAXKENON Mpeaknamncuen y matepu. lpu poxaeHun Bec
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1700 r, pnmHa 42 cm, Anrap 5/6/7 6, cocTosHWe Taxenoe,
ObixaTenbHas HepocTatouHocTb Il cteneHu, HeBponoruye-
CKas CUMNTOMATUKa, He3penocTb, MHTybaLms Tpaxeu, Kypo-
cypd, UBJ1. B nepsble cyTku nepeepeH B A6 1. Monyyan
WBJT 105 u. lNepeHec paHHWA HeoHaTanbHbI Cencuc, He-
yTO4HeHHbIN. Ha 10-e cyTKu 3uU3HW NepeBefeH B OTAENeHNe
MaToaoriM HOBOPOXAEHHbIX, NMONyYan aHTUbaKTepuanbHyto,
NpOTUBOrpUOKOBYID Tepanuio, UHraNsLMOHHYID U CUMNTO-
MaTu4yeckylo Tepanuio. Beinucan B Bo3pacte 1 mec. ¢ Be-
coM 2000 r, okpyxHoCTb ronoBbl 30 CM, OKPYXHOCTb rpyau
27 cM ¢ puarHo3oM: «llepuHaTanbHOe MMNOKCUYECKM-ULLEe-
Mudeckoe 3abonesanne UHC, cybaneHgumanbHoe KpoBo-
W3NUSHWE B TanaMo-KayLasbHOW BbIpe3Ke C [ABYX CTOPOH,
PaHHUI HeoHaTasbHbIA CENCUC, PeclMPaTOPHbIA AucTpecc-
CMHApPOM (B aHaMHe3e), HelOHOWeEHHOCTb (29 Hep.), nocT-
KaHLenTyanbHbli Bo3pacT 33/34 Hen». B aHanusax kposu
0TMeyanucb 0CobeHHOCTU: TMMOMPOTEMHEMUS, BaKyou3a-
UMa umTonnasmel MMMAQounToB. KnuHuyecku nepuoamyecku
OTMeYajIMcb NacTo3HOCTb BEK, CTOM, BOASHKA 0605oyeK
ANYEK, NPU3HAKM acumTa No faHHbIM Y3W GpiowHoi nono-
CTU ¢ Bo3pacTa 6 Mec. Vcknioyanuch yacTble IM30COMHbIE
bonesHn HakonneHus. PasBuBancs ¢ 3aflepiKKoi Ncuxomo-
TOPHOrO pa3BuUTUs, B 9 Mec. He Aepxan rofosy, He nepe-
BopauvBancs, He nonsan. B 10 Mec. No faHHbIM peHTreHo-
PaMM KUCTM KOCTHbIW BO3pacT COOTBETCTBOBAJT ABYM rofaMm.
KT ronoBHoro Mo3ra: 4acTUYHBIA KpaHWOCMHOCTO3 carruTab-
HOro M MpaBoro KopoHapHoro weoB. MPT: acuMMeTpuyHas
CMeLLaHHas ruapouedanus, aucreHe3ns Mo30JIMCTOr0 Tena.
Mo AaHHBIM HelpoBU3Yyann3aLMM U CMIMHHOMO3MOBOM MYHKLMM
MPU3HaKW BHYTPUYEpErHoi runepTeHsuu. MpoBefeHo onepa-
TVUBHOE JIeYeHwe: TPaHCCeMnTabHOe BEHTPUKYTIONEepUTOHeaNlbHoe
LUyHTMpoBaHwue. [poBoAmMNIack NYHKLMS MOLLIGHKY U151 U3BIEYEHNS
n36bITKa upKocTn. C Bospacta 11 Mec. MaMa 0TMeuaeT perpecc
paHee Np1obpeTeHHbIX HAaBLIKOB, MO JaHHbIM Y3 — crineHome-
ranvs. ckmtovanucb HacnefcTBeHHble 3aboneBaHms: aMuUHoa-
LMA0NaTVK, opraHuyeckye aumaypum, AedeKTbl OeTa-oKUCTIEHS
YUPHBIX KUCMOT, NIM30COMHbIe H6one3Hn Hakonnenus. Kapuo-
N 46,XY — HopMaribHbI MyCKoi. [poBeseH XpOMOCOMHBIi
MUKPOMATPUYHbIN aHaN3 — MaToreHHOr0 XPOMOCOMHOTO AuC-
©anaHca He BbisBneHo. Viccnenosanune IHK-naHenm B 2020 r. —
MaToreHHbIX BapUMaHTOB He BbISIB/IEHO, B TOM yicre B reHe GLBI.
YunTbIBas HECOOTBETCTBME KIMHUYECKUX AaHHbIX W pesynbTa-
TOB MOJIEKYNIAPHO-TEHETUYECKOr0 WUCCNel0BaHNUA NMPOBEAEHO
cexkBeHupoBaHMe 3k3oMa oT 05.08.2021. B reHe GLBIT BbI-
ABNEHbI BAPUaHTbl C HEM3BECTHBIM KIIMHWYECKUM 3HAYeHUEM
¢.1175T>6/c.438 440delTCT (p.Leu392Arg/p.Leul47del).

Mpu ocMoTpe B Bo3pacte 1 1. 9 Mec. B cTaumoHape: pebe-
HOK B TSXKENIOM COCTOSIHWM, BbIPaXKeHHbIN 0TEYHbINM CUHAPOM,
rpybas 3agepikka ncMxoMoTopHoro passutus. [mapouedans-
Has (dopMa Yepena. 3amaBluas MepeHocuLa, YAJIMHEHHBIN
¢unbTp, rMnepTpodmsa feceH. Huskoe pacnonoxenue yui-
HbIX paKkoBWH. [nddy3Has MbleyHas runotoHms. 0TeyHoCTb
nepeaHeli OPIOLIHOM CTEHKM, renaTocnieHoOMeranus, acuur.
Tvaopouene. YactuuHas atpodms 3puTenbHbIX HepBOB. Tyro-
yxocTb. 33" 6e3 anuakTBHOCTM. B cTaumoHape npoBoAMINCH
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MepOnpUATMA N0 YAaNeHuIo BbiNoTa B OPIOLLHOI NoiocTy (ac-
UMT — m3BNedeH 1 11 XKUAKOCTH), NYHKUMA MOLLIOHKK (250
MJT), WYyHTMpoBaHMe. [0 KAMHMYECKON KapTUHE TeyeHue
3aboneBaHus NporpefMeHTHOe, C Y4ETOM MOJIEKYNAPHO-
FeHeTUYECKOro MUCCNeoBaHNUs BbICTaBNeH AuarHos: «GM1-
raHrnuo3naos, MnageHyeckas ¢opMax». PekoMeHpoBaHO
onpegenenne 6eta-D-ranakto3naasbl, onpefeneHue BbisSB-
NeHHbIX BapUaHTOB Y POAMUTENEN.

19.11.2021: ¢depMeHT beta-D-ranaktosmpasa [(GM1-
raHrnMo3nao3, Mykononmcaxapuaos IV tuna 0,54 HM/(Mn - v)
(Hopma 2-30)]. Takum 0bpa3om AnarHo3 GM1-raHrnnosnaosa
MOATBEPHAEH KIMHUYECKUMM LaHHBIMU, AaHHBIMW BUOXUMU-
YECKOro M MOMEKYNAPHO-TeHETUYECKOr0 UCC/e LOBAHMIA.

BOJIE3Hb TEA — CAKCA
(AMABPOTUYECKAS MAUOTUS
TEA - CAKCA), GM-2-TAHIIN03K1 03
| TUNA

KnuHuka v annaeMuonorus

GM-2-raHrnuosupo3 | tuna, unm 6onesHb Tesd — Cak-
ca, — 3T0 Mporpeccupylollee HeMpoAereHepaTMBHOe ay-
TOCOMHO-peLieccuBHOe 3aboneBaHue, TAXENbIi MNafeH-
YeCKWUI BapWaHT KOTOPOro XapaKTepu3yeTcs JeTasbHbIM
UCX0LOM B Bo3pacTe o 3 fneT. B naToreHeTMYecKoM 0THo-
WweHun bonesHb obycnoeneHa aeduuMToM depMeHTa rek-
co3amnHupasel A. 3aboneBaHue febloTupyeT valle Bcero
B 4—6 Mec. Xu13HU C yTpaThbl paHee NpUOBPeTEHHbIX HaBLIKOB
(yoep»aHus ronoBbl, epeBopayumBaHus, ryneHus, GuKcaumum
B3rNIA4A U CNIEXEHUs 33 NPeJMEeTOM), NOSBMIEHUS CUHAPO-
Ma MbILLEYHOMN TMMNOTOHUM, CHUMKEHMS MHTEpeca K 0bLLeHuto.
K 8-10 mec. w3H1 pa3BuBaeTCA NOMHaA NOTepPs BCEX Mpu-
06peTeHHbIX NCUXOMOTOPHBIX HAaBbIKOB U MOJIHOE OTCYTCTBUE
peaKLMM Ha OKPYXaloLLMX JIOAEN U UTPYLLKKW, pa3BUBatOTCS
BynbbapHbIn U nceBnobynbbapHbIi CMHAPOM, Napessbl U Na-
panuum. lpu odTanbMOCKONUKM Ha r11a3HOM AHE BbISBASKT
CUMMTOM «BMIUHEBOW KOCTOYKM», aTpOUI0 3pUTESIbHBIX
HepBOB, MPMBOAALLMX K Pa3BUTUIO MOJHOW NOTEpU 3peHus.
Ina petenn ¢ bonesHblo Tes — Cakca xapaKTepeH BbICO-
KW NOpOr peakumn Ha 3BYKOBbIE W ApYrMe pasfparuTen,
C pa3BUTMEM CYLOPOXKHOTO CUHAPOMA, YalLle N0 TOHUYECKOMY
TUNY, C PE3UCTEHTHOCTHIO K MPOTUBOCYAOPOXKHON Tepanuu.
lporHo3 ans *m3Hu HebnaronpusTHbINA. JleTanbHbIi Ucxon,
B BO3pacTe OK0/0 2 fleT Ha (OoHe KaxeKcuu 1 TAXENOoN He-
BPOJIOrMYECKOW CUMMTOMATUKM C UCXOAOM B [eLiepebpauu-
OHHYI0 PUTMAHOCTb. [MCTONOrNYECKM BbISIBASIOT HAKOMIEHNS
GM2-raHrnnMo3naoB B KNeTKax LieHTpanbHoi HepBHOM cucTe-
Mbl U BHYTPEHHWX OpraHax.

[Ina 6onesnn Tesa — Cakca xapaKTepeH KIMHUYECKWIA
nonMMop®usM, ¥ MNOMUMO BbILIEONUCAHHOIO TSKENOro
MnafileHyeckoro BapuaHta GM-2-raHrnuosmposa | Tuna
BbILENAT UHPAHTUNLHYIO U I0BEHWIBHYIO QOPMBI, XapaK-
Tepusylowmecs bonee no3gHUM feboToM bamke K 5 ro-
[aM U neTanbHbIM UcxofoM Ao 15 net. lepBble cUMATOMBI
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JaHHbIX hopM 3aboneBaHWsi — 3TO HapyLUEHWEe MOXOLKM,
aTaKCus, UHTEHLMOHHbIN TPEMOP KOHEYHOCTEN U AW3apTpus.
3aboneBaHune HOCUT MPOrpPeccUpYHLLNIA XapaKTep € pa3BuTH-
€M 3KCTpanMpaMUAHbIX PaccTPONCTB, MbILIEYHON AUCTOHUM,
Mcuxo30B, WK30HPeHONOA06HBIX HapYLIEHWA MOBEAEHUS.
Ha nospgHux cpokax 6onesHu BbIABAAKT odTanbMoNoru-
YecKue CUMMNTOMbI B BULE CHWXEHWUS 3peHUs 3a CYeT nur-
MEHTHOW [JereHepaumm CeT4yaTKM, CUMMTOMa «BULLUHEBOW
KOCTOYKM», YaCTUYHOW aTpodum 3puTenbHbIX HepBoB. Onu-
CaHbl pefikvie B3pocsble hopMbl GM-2-raHrnnosuaosa | Tuna
C MO3AHUM [ebHTOM M MeAJieHHbIM MPOrpeccupoBaHNEM
3aboneBaHus, Cpefu KOTOPbIX BbIAENSOT OYEHb MSTKMUIA
ncesno-AB-BapuaHT [52, 85].

Haubonbwas uyactota 6oneshn Tes — Cakca — 1 Ha
3000 HoBOpOXAEHHbIX, HabNAeTCA Cpeam eBpeeB BOCTOY-
HO-eBPOMEeNCKOro MPOMCXoXaeHus. B Apyrux aTHuueckux
rpynnax v nonynsumax pacrnpocTpaHeHHOCTb 3aboneBaHus
Ha [Ba nopaaKa Hke 1 0bbluHo He npesbiwaet 1: 300000.
Takve 3HauuTenbHblE pa3nuuMa no 4acToTe 3aboneBaHus
He MOryT ObiTb CBSA3aHbl TONIBKO C 3PEKTOM OCHOBaTENS.
[na obbAcHeHWs HabntogaeMoit NONYNALUMOHHON WU3MEH-
UMBOCTM NPUBIEKAKITCA TMNOTE3bl FeHETUYECKOro Apenda,
CENEKTUBHOTO MPEUMYLLECTBA reTePO3UroT, YUMTLIBAKOTCA
MUrpaLMOHHble, COLManbHbIe U PenMrno3Hble 0CobeHHOCTH
eBpeeB allKeHa3oB [49, 72, 93].

Buoxumuyeckue ocHoBbl NaToreHesa

B ocHoBe natoreHesa | Tuna GM2-raHrnmo3npo3a nexur
HeJ0CTaTO4HOCTL anbda-Lenu hepMeHTa reKco3aMmHuaa-
3bl A [59]. Kaabii U3 fBYX KOMMOHEHTOB reKco3aMUHUAA3bI
A v B sBnsetca retepo- WM romMornoiiMMepoM, COCTOSLLUM
U3 OJHOM UNW ABYX MOMMMENTUAHBIX CyObeauHUL, — anb-
ta u beta, KoaupyeMbIx ABYMs pasHbiMM reHamm — HEXA
n HEXB. Anbda- 1 beta-Lenm faHHoro epMeHTa CTpYKTyp-
Ho cxoxu [11]. TomMonorma Mexay HAMW N0 aMMHOKUCIIOT-
HoiA nocnefoBatenibHocTh aocturaet 57 %. CooTBETCTBEHHO,
Mexay reHamn HEXA n HEXB obHapyxeHa 55 % romonorus
M0 HYKNIEOTMAHOW nocrnefoBaTenbHOCTU. [eKcozaMmHnaasa A
cocTouT U3 anbda- 1 beTa-Lenei, To eCTb UMeeT CTPYKTYpY
(anbta-6eta)2. NekcozaMuHMaasa B sBnseTca romononmme-
POM U COCTOMT TONBKO U3 BeTa-Lieneit. Mpu passutum feduum-
Ta 6eTa-cybbeMHUL, KOMNEHCATOPHO YBEJIMYMBAETCA CUHTE3
anbda-Lenei, 4To NPUBOAMT K 00pa30BaHUIO rekconoMMepa
(6-anbta), HasblBaEMOro rekco3ammHuaasa S. B Hopme atoT
BapWaHT rekco3aMuHMAa3bl TakKe NpUCYTCTBYET B KPOBMU.

NoeHTnduumpoBaHbl [OMeHbl B rekco3aMuHMAa3e,
OTBETCTBEHHblE 33 pasHyl cybcTpaTHylo crneumdnyHOCTb.
AKTVBHBIV caiT B 6eTa-cybbeMHMLE NPEUMYLLECTBEHHO Ae-
rpasMpyeT ecTecTBeHHble CybCTpaThl, B TO BpeMsl KaK aKTUB-
HbIi CanT anbda-cydobeanHMLbI AECTBYET NPOTUB CyNbhaTh-
poBaHHbIX cybcTpaToB [95, 66]. TonbKo rekcosammuHupasa A
BMecTe ¢ GM2-aKTBaTopHLIM BENKOM MOXEeT [erpagmpo-
BaTb GM2-raHrnvosus.

CTeneHb TsXKECTWU TeyeHus 3abonieBaHus Koppenupyet
C OCTaTO4HOM aKTMBHOCTLIO (epMeHTa rekco3aMuHnaassl A [79].




HACIEICTBEHHBIE BOJTE3HM OBMEHA

Mpyn knaccuyeckoit hopMe aktuBHocTb cocTtaenseT 0,1 %, npu
toBeHunbHo dopme — 0,5 %, npu B3pocnbix dopMax —
2-4 %. Tpm ocTatouHom akTueHocth 11-20 % pa3ssuBaeTcs
MArKuiA nceBno-AB-BapuaHT co cTepToi KIMHUKOM. BbigensioT
PenKvin BapuaHT B1, xapaKTepu3yoLLmincs HopManbHOM aKTUB-
HOCTbIO (hepMEHTA in Vitro N CHUXEHHOW aKTUBHOCTBIO in Vivo.

KaptupoBanue n ugentudukaums rena HEXA

Bce dopMbl GM-2-raHrnnosnposa | Tuna sensoTcs an-
nenbHbIMKM 3aboneBaHNUAMM U 0BYCNOBNIEHBI MPUCYTCTBUEM
FOMO3MIOTHLIX WM KOMMayHL-TeTePO3UrOTHBIX MyTaLi
B reHe HEXA [63, 64]. TepBble yKa3aHus Ha NoKanusa-
umio reHa HEXA B xpomocome 15 6binu nosyyeHbl npu us-
Y4YEHUM CUHTEHHbIX TPYNMN FeHOB Y MbILLEeN M YenoBeka [39].
3T [aHHble HaWM NOATBEPXAEHWe NpU UMMYHOMOTUYe-
CKOM aHanu3e reTeponofIMMEPHON TeKCOo3aMUHMAA3bl A,
obpasylolieiics B COMATMYECKUX TUOPUOHBIX KeTKax
MbILLb — YesioBeK. bbino NoKasaHo, YTo B rMBPUAHBIX KIOHaX
KIETOK, He MMEHLLMX XpOMOCOMBI 15, Ho cofiepxalumx dpar-
MEHT XpoMocoMbl 15 yenoBeka, rekcosamMnHmaasa A coctas-
neHa u3 anbda-Lenen yenoBeKa u beta-uenei Mbiwm [19].
bonee TouHOMyY KapTvpoBaHuio 1 usonaumu k[IHKoBbIx no-
cnefoBaTenbHoCTel reHa HEXA cnocobcTBoBano obHapyke-
HWe [BYX MaLMeHTOB C Jeneuyeii B AJIMHHOM Nieye XpoMo-
COMbI 15, BK/KOYalOLLLEN painoH nokanu3auuv reHa HEXA [26].
Wcnonb3oBanue k[JHKoBbIX KNOHOB B KayecTBe 30HAO0B ANs
BbICOKOpa3peLUatoLLeii rMbpuamn3aumm in situ no3soauno oT-
HecTn HEXA B obnactb 15923-924 [50]. Koavmpytowas yacTb
reHa HEXA paspeneHa Ha 14 3K30HOB, pacnpefeneHHbIX Ha
nnowaam B 35 K6 reHomHon JHK [70]. B pasHbix TKaHAX Ha-
bnopaetca anddepeHumManbHan TpaHCKPUNLUMA 3'-HeTpaHC-
nmpyeMon obnactu reHa HEXA ¢ obpasoBaHueM ABYX TKaHe-
cneumduryeckux nsohopm anbha-Lenu rekco3amMUHMAA3bI.

MyTtauum B rene HEXA

B HacTosLLee BpeMS Y NaLMEHTOB € pa3nuyHbiMu hopMa-
M GM2-ranrnuosmnposa | Tuna naeHtuduumpoBaHo bonee
COTHU pasfnyHbIX MyTauui B reHe HEXA. Yawe BcTpeva-
I0TCA MUCCEHC-MyTaumKM, 0BHapyXeHbl Takxe Hebonbliue
CTPYKTYpPHbIE NEpPeCcTPOMKY U CMTAaNCMHIoBble MyTauuu. Ma-
JKOPHBIMW MyTaUMAMW NpU Knaccuyeckoit hopMe bonesHu
Tea — Cakca sBNSIOTCA MHCEPUMS YeTbIPeX HYKIeoTMA0B
B 3k30He 11 1 cnnalicMHroBas mMyTaumsa B MHTpoHe 12 rexa
HEXA [10, 48]. Wx yacToTbl cpefm reteposuroT, NpuUHag-
neXawwmx K rpynne eBpeeB-allKkeHa3oB, pocturaet 70
n 20 % cooTtBeTcTBeHHO. llepBas MyTauus, X0TA U C MeHb-
LUeN YacTOTOM, pacnpocTpaHeHa TaKkKe Cpefu NauueHToB
c bone3Hblo Test — Cakca He eBPENCKOr0 MPOMCXOXAEHUA.
WNHcepuus yeTbipex HyKNeoTMA0B NPUBOAMT K CABUTY PaMKK
CYMTBLIBAHWA U 00pa30BaHN0 NPEXEBPEMEHHOTO TEPMUHHU-
pytoLLLero KoaoHa. B onbiTax no caiit-HanpasiieHHOMY MyTa-
reHesy ObII0 MOKa3aHo, YTO MYTAHTHBbIN FeH B 3TOM Clyyae
TPaHCKpUbMpYeTCa HOpPMasbHO, HO MPOLLECCUHT NEPBUYHOMO
PHK-TpaHckpunTa HapyweH, Tak yto MPHK, npaktuyecku,
He 0OHapyxuBaeTcs [54].
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MaxopHoi npu B3pocoii GopmMe bonesHn Tes — Cakca
ABNAETCA MUCCEHC-MyTaLMs B 3K30He 7, MPUBOAALLAA K 3a-
MeHe rnLMHa Ha cepuH B 269-M nonoxerun — G269S [52].
B onbitax in vitro 6bin0 nokasaHo, 4to nogobHas 3aMeHa
PE3KO CHWKAET KaTaIMTUYECKYH aKTMBHOCTb anbdha-cybnb-
e[VHULBI reKco3aMuHmaasel A [14]. Xota MyTaums He oka-
3blBaeT npsMoro noepexaatowiero addexta Ha npouecc
anb®a-anMMepu3aumm, ee KOCBEHHOE BNUSHWE HA AMMeEp
CBAI3aHO C HapYLUEHWEM YCTOMYMBOCTM CKPYYEHHBIX MyTaHT-
HbiX anbda-Lenen nNpu QU3MONOrMYECKUX TeMMepaTypax.
37a «B3pocnas» MyTaLmMs pacnpocTpaHeHa KaK B eBPENCKMX,
TaK W B He eBpeiickux nonynaumax. B gansHeiweM bbino no-
Ka3aHo, YT0 TPU MaXKOPHbIe MyTaLMK — UHCEPLUMS 4 HYKNeo-
TUAOB B 3K30He 11, cnnaicuHroBas MyTaums B MHTpOHe 12
W «B3pOCNas» MUCCEHC-MYTaUMs B 3K30He 7 — 06BACHAIT
98 % Bcex cnyqaes bonesnn Test — Cakca cpeay eBpeeB-aLl-
KeHa30B.

Mpn obcnepoBaHun bonee 46 ThiC. aMepUKAHCKMX €B-
peeB, 88 % n3 KoTopbIX OblnM BbIXOALAaMM K3 Monblin MK
Poccuu, YacToTa reTepo3nroTHOr0 HOCUTENBCTBA MYTaHTHbIX
annenen B rede HEXA coctauna 3,2 % [65]. 310 3HaueHue
bbino BABoe bonblue ona espees, amurpuposasLluux B CLLUA
n3 Asctpuu, Benrpum unm Yexocnosakuu. Pacnpepene-
HWe cpeay reTepo3uroTHbIX HOCWUTENei eBPEeWCKOro W He
€BPEeNCKOro MPOMCXOXAEHUS YeTbipex KIaccoB MyTaLu:
TpeX YNOMWHABLUMXCA BbILE MAMOPHbIX MyTauuii — MH-
CepuMit HyKNeoTaoB B 3K30He 11, cnnaicuHIroBoOM MyTaLmmn
B MHTPOHE 12, «B3pOC/IOM» MUCCEHC-MYTaLMW B 3K30He 7
(G269S) — 1 HeMpeHTUGULMPOBAHHLIX MyTaLMiA, COCTaBU-
no73:15:4:8npotme 16: 0: 3 : 81 cooTBeTcTBEHHO [64].
MopobHble pe3ynbTaThl BbIM MOAYYEHbI M NpU UCCefoBa-
HWM Bpyrux BbIbOPOK reTepO3UrOTHBIX HOCUTENEN EBPENCKOro
1 He eBPEICKOro Npoucxoxaenus [29]. BoissneHne MyTaumn,
XapaKTepHbIX [ PasNUYHbIX 3THUYECKMX rpynn, AaeT BO3-
MOXHOCTb OCYLLECTBIATb NPOGUNAKTUYECKUE MepONpUATHS,
TaKMe KaK CKPWUHMHI FeTepo3WUroTHOr0 HOCUTENbCTBA ANs
dopMMpoBaHMs rpynn prUcKa 1 NIaHUPOBaHWUA NPEeHaTasbHOV
[MarHoCTUKM B Takux ceMbsix. Hanpumep, B CLUA n U3pau-
ne co34aHbl U paboTaloT yKe ABa AECATUNETUS MPOrpaMMbl
CKpuHMHra GM2-raHrnuo3nposa | Tuna ans nuu eBpemncKoro
MPOUCXOXEHNS, YTO NPUBENO K PE3KOMY CHUXKEHMIO YnCha
C/yyaeB 3701 6one3HM cpeayn HOBOPOKAEHHDIX.

Cpeay MauMeHTOB PasfMYHOT0 3THUYECKOTO MPOMUCXOK-
AeHusa ¢ BapuaHToM B1 6onesnn Tesa — Cakca TakxKe Hai-
AeHa cneunduyeckas MucceHc-MyTaumsa [83]. 3ta dopma
3aboneBaHns 0coBEHHO pacnmpocTpaHeHa B CEBEPHOM Ya-
ct lopTyranum v YacTo MPOTeKaeT TaM MO HBEHUNbHOMY
TMNy. Y BCeX WCCnefoBaHHbIX MaLMeHTOB C BapuaHToM B,
3a VCKJIIOYEHMEM OfIHOro U3 YexocnoBakum, bbina HangeHa
OJHOTUMHAs aMUHOKMCNOTHaA 3aMeHa B 178-M monoxeHun
benka, obycnoenenHas G-A-TpaHcBepcuei B 3K30He 5 reHa.
lpUMeyaTeNbHO, YTO Y YELLCKOr0 NauMeHTa B TOM Xe ca-
MOM No3uuuv bbina obHapyXeHa apyrasi MUCCEHC-MyTaLus.
B 3penom npoueccupoBaHHOM Benke MyTaHTHbIA CaliT pac-
MOMOXEH Ha paccTosHM okoo 90 aMmuHoKMCnoT oT N-KoHLa.
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B cootBeTcTBUM C pe3ynbTaTaMM KOMMbTEPHOMO aHasu-
33 6blNO BbICKA3aHO MpeAmnoioXKeHWe, YT MyTauuu B 3TOM
06/1aCT MOryT CyLLECTBEHHO MEHSTb BTOPUYHYIO CTPYKTYpY
(bepmeHTa. 3T0 NpeLnoNoKeHMEe HaLIo MOATBEPIKIAEHWE
B MPAMBIX 3KCMEPUMEHTaX MO CalT-HanpaBneHHOMY MyTa-
reHesy. beino nokasaHo, uto Mytaumm B 178-M nonoxeHuw
HapYLLAloT KaTaIMTUYECKYI0 aKTUBHOCTb anbda-Cybbe AMHULbI
rekcozammHmaasel A. Cneunduyeckas MUCCEHC-MyTaLMs, Co-
MPOBOXAAMOLLAACA aMUHOKMCNOTHOWM 3aMeHon B 247-M mo-
noxeHun anbda-cydbeanunubl (R247W), noeHtuduumpyetcs
y 32 % reTepo3uroTHbIX HOCUTENEN He EBPEICKOr0 MPOMUCXOXK-
[EHUA C NCeBOHEA0CTAaTOYHOCTBIO reKco3aMuHuaassl A [83].
Mpw 3ot popMe bonesnu Tes — Cakca y HocuTeNel coxpaHs-
TCSl BbICOKas KaTaNuTUyecKas aKTMBHOCTb GepMeHTa.

Bo tpaHKo-KaHaACKoW MoNynsALMM NpeBanvpyloLwmUMm na-
TOreHHbIM BapuaHTOM B reHe HEXA sBnsieTcs NpoTsiKeHHas
Aeneuns pnavHoi 7,6 K6, 3aTparmBaiolias 4acTb MepBoro
WHTPOHa, NepBblii 3K30H, NPOMOTOPHYK 06nacTb M nocne-
[0BaTe/IbHOCTb M3 2 KO, pacnofioeHHyw C 5'-KoHua oT
npoMotopa [47]. ITa peneums bbina obHapyxeHa B 18 u3
22 He3aBMUCWUMO CErpervpyloLmMx MyTaHTHBIX XpPOMOCOM na-
LIMEHTOB [LaHHOW 3THUYeCKOM rpynnbl. [pn ceKBeHUpOBaHMM
TOYEK paspbiBa Obl10 BbISBNEHO NPUCYTCTBUE ABYX CXO[HbIM
06pa3oM opueHTUpoBaHHbIX Alu-nocnesoBaTenbHOCTEN, pac-
MOMOKEHHbIX HA KoHUAx Aeneuumu. lo-BuauMomy, peneums
BO3HWK/1A BO BPEMS rOMOJIOrMYHON peKoMBUHaLMW 1 HepaBs-
HOro KpoccuHrosepa Mexnay Alu-nocnefoBaTeflbHOCTAMM.
WNHTepecHo, YTo HOCMTENM 3TOW AeNieuun B DOMbLUMHCTBE
CBOEM ObiM BbIXoALAaMM M3 0ro-BocToyHOro KBebeka.
BoccTaHoBNEHbI pOLOC/OBHbLIE 3TUX JIOAEN, HACUUTLIBAKO-
Wwue, B cpeaHeM, 12 nokonenwii [21]. MpeHTudumumposaHo
60 npenkoB 1 80 eBponeicKMX OCHOBaTeNiel, 00OWMX Ans
BCEX UCCNEeAO0BaHHbIX HOCUTENEW 3TOW AeNeLyu.

JKcnepuMeHTanbHble MOENM

CKOHCTpyMpOBaHa TPaHCTEHHAsA «HOKAaYT»-/IMHUSA Mbl-
wen Hexa(-/-) ¢ WHaKTMBMPOBAHHBLIM FEHOM TeEKCO3aMu-
Huaasbl A [84]. XoTA y MyTaHTHbIX XXMBOTHbIX MPOMCXOAMT
HaKonneHne GM2-raHrnmosungos B LUHC, HUKaKuX BUOMMBIX
MoBeJlEHYECKMX WM HEBPOJIOTMYECKUX aHOManui He pas-
BMBaeTcA. bbino BbicKasaHo MpefnonoxeHue, YT0 B JIMHUM
Hexa(—/-) katabonuam HakonneHHoro GM2 ocyulectenset-
sl NOCPeACTBOM KOMBWHMPOBAHHOTO AEHCTBUS CManupasbl
1 beTa-rekcosammHniasel. Cnanuaasa oTLLenniseT chanoByio
KMCNOTY OT HakonneHHoro GM2-ranrnuosupa, dhopmupys
ramkonunng, GA2, KOTOpbIM B AasbHENLIEM pacLuennseTcs
beTa-rekco3amuumpason. [ing npoBepku 3Toro npegmnosno-
XEHUs Bbina CKOHCTPYMpOBaHa TPaHCTeHHas IUHUSA MblLLel
C KOMOMHMPOBaHHOM HegocTaTouHocTbio HEXA 1 cnannpassl
NEU3 — Hexa(—/-)Neu3(—/-) [78]. Mpu poxkaeHnm y MyTaHT-
HbIX XMBOTHbIX He Dbl BUAMMBIX aHOMasuiA, HO B UX MO3re
MPOMCXOAMN0 aHOMaslbHoe HakonneHne GM2-raHrnuosuga,
COMPOBOXaloLLeecs NporpeccupyloLLlen HeiipogereHepa-
uMen, Habmioganacb LMTOMIA3MaTMYecKas BaKyonu3auus
HelipOHOB W MNIeOMOpPQHbIE BKITIOUYEHUS B KIIETKAX MHOMUX
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npyrvx opraHoB. CMepTb HacTynana B Bo3pacte ot 1,5 po
4,5 Mec. TakuM 0bpa3oM, peHOTUNMYECKMe aHOManuK B n-
Hun Hexa(—/—)Neu3(-/—) cooTBeTCTBYOT HeiiponaTonoruye-
CKUM W KIMHWUYECKUM MposiBneHusaM bonesnu Tes — Cakca
C PaHHUM HayanoM, a cama JIMHUS SBNAETCA afleKBaTHOM
MOZENbio 3TOro 3abosieBaHWs, NPUrogHON NS paspaboTku
BO3MOXHBIX TepaneBTUYECKWUX MOAXOAO0B U U3y4eHus naro-
FeHEeTUYECKUX MEXAHU3MOB XPOHUYECKOT0 HEMPOBOCTANEHNS,
WHAYLMPOBAHHOM0 HakonneHneMm GM2-raHrnunosuaa [22].

CKOHCTpyMpOBaHa OpUrMHaNbHas KieTo4YHas Mofenb
oone3nn Tesa — Cakca [86]. M3 BuonTaToB KOXM NaLUeHTOB
¢ bonesHbto Tes — Cakca bbiny M301MPOBaHbI NKOPUNOTEHT-
Hble CTBOJIOBblE KJIETKM W 3aTeM npou3sefieHa ux audde-
PEHLMPOBKa B HeBpanbHble cTBOMOBbIE KieTku (TSD NSCs),
B KOTOPbIX Habmofanu Bce MpU3HAKM JIM30COMHOMO HaKo-
nneHus nunupos. BeegeHve B KynbTypy 3TWX KIETOK pe-
KOMOMHaHTHOW reKkco3aMuHupasbl A 4enoBeKa MM ABYX
HebOoMbLLMX MONEKYNAPHBIX LIANepoHoB — 2-TUApOKCUNpo-
nun-beta-umknopexctpuia (HpBCD) u 8-Tokodepona —
NPUBOAMIIO K CHUXEHUIO CKOPOCTM HaKOM/EHUS JIMMUAOB, YTO
MOLTBEPIKAAET NEpPCrneKTUBHOCTb UCMOMb30BaHUS (PepMeH-
TO3aMeLLaloLLel U hapMaKonorMyeckon LuanepoHoTepanumn
bonesnmn Tes — Cakca.

B reHoTepaneBTWYeCKMX OMbITaX, MPOBEAEHHbIX Ha
TPAHCreHHOM IMHUM Mbllueii Hexa(—/-), NokasaHo, YTo MakK-
CMManbHas aKTMBHOCTb FeKco3aMuHMzasbl A pocTuraetcs
TO/IbKO NpW afeHOBMPYCHOM BBeAeHUM 06oux reHoB HEXA
n HEXB [30]. B atoM cnyyae npoucxoamT MaccupoBaHHas
ceKpeuus GepMeHTa U3 MeYeHU B KpOBb M MOJHOE UMK Ya-
CTMYHOE BOCCTAHOBJ/IEHWE €ro akTMBHOCTW BO BCEX MCCle-
[0BaHHbIX Nepudepnyecknx TKaHax. B aTux skcnepumenTax
MoKasaHa HeobxoAuMocTb runepakcnpeccun obemx cybb-
e[MHUL, reTepoauMepHoro 6enka i NofyyeHuns BbICOKOro
YPOBHS! €r0 CEKpeLmm y MbllLel, fLedeKTHbIX TULLb MO 0JHOM
13 cybbeauHuL.

JNabopaTtopHasa guarHoctuka u npogunakTuka

Hanunune Mukpouedanuu B coyeTaHun € CyAOPOXKHBIM
CMHOPOMOM, CUMNTOMOM «BMLUHEBOW KOCTOYKM» M PesKo
BbIPaYKEHHOM peakuuer MNafeHLa Ha 3BYK MO3BOJISIOT 3a-
nopo3putb GM2-raHrnuosnpos | tvna. Bepudumumkaums
[MarHosa npoBOAMUTCS MyTEM WUCCNELOBaHUS aKTUBHOCTU
rekcosamuHmpaasel A u B B neikoumTax, CbIBOPOTKE KPOBM.
Mpu 6one3nn Tea — Cakca HabmofaeTcs HU3Kas aKTUBHOCTb
reKco3amuHMaasbl A npu coxpaHeHWW HOPManbHOW WK Mo-
BbILLUEHHOW aKTMBHOCTU reKco3amMuHmaasel B v TotanbHoil
reKco3aM1HMAa3bl.

K Hactoswemy BpeMeHM He pa3paboTaHo maToreHeTu-
yeckux MetopoB Tepanun 6onesnmn Tes — Cakca. OgHaKo Ha
3KCMEPUMEHTaNbHbIX MOJENIAX MOKa3aHa MepCreKTUBHOCTL
Pa3NMYHbIX MOAXOLOB ANA KOPPEKLMM HEBPOSOrMYECKMX
MPOSIBNEHUH JAHHOrO 3aboneBaHus, TaKUX KaK TpaHCMnaH-
TauMs remMomo3TUYECKUX CTBOJIOBLIX KJIETOK, LUANepoHo-
Tepanus, depMeHTHas 3aMecTuTenbHas, cybctpatpefyum-
pytowas 1 reHHas Tepanusi [16]. OcHoBHas TpymHOCTb Npu




HACIEICTBEHHBIE BOJTE3HM OBMEHA

UCMOMb30BaHMU 3TUX CTPATErni CBA3aHa ¢ He0bXoAMMOCTbIO
KoppeKkumn natonorndeckux npoueccos B LUHC. B cBsisu
C 3TUM WCCNEAYTCS BO3MOXKHOCTU NMPEoSoSIEHUs reMaTo-
3HUedannyeckoro bapbepa nyTeM BBEAEHUA HEOBXOLUMBIX
BELLECTB WHTpATEKa/IbHO MU MHTPABEHTPUKYNSAPHO, a TaK-
e UCMOMb30BaHMe creumanbHbiX NenTuaoB, obneryarmLmx
TPaHCMOPTUPOBKY JIEKAPCTBEHHbIX MPenapaToB U3 KanunspoB
LHC k HerpoHaM. pu 3ToM Haubonee 3GheKTUBHBIMM CMO-
cobamu [OCTaBKM, NO-BUMMOMY, SIBNISILOTCA COBPEMEHHbIE
METO/bl FEHHOM Tepanuu U FeHOMHOM0 pefakTMpoBaHus [37].

GM-2-TAHITTMO3UA03 11 TUMA,
B0NE3Hb 3AHAX0P®DA (CAHAX0D®DA)

Knuhuka v anuaeMunonorus

B ocHoBe natoreHesza GM-2-raHrnvosugosa Il Tuna ne-
HuT peduumt depMeHTa beTa-rekcosamuHmpassl A n B.
KnuHnyecku 3abonesaHne 6nmsko k bonesnn Tes — Cakca.
lepBble CUMNTOMBI B BUAE PErpecca paHee NpUoOpeTeHHbIX
MCUXOMOTOPHBIX HaBbIKOB 3aMETHbI Y)Ke B nepBble 6 Mec.
u3Hu. lpn ocMoTpe oTMeYaeTca Makpouedanus unu BTo-
puyHas MuKpouedanus, MbILLeYHas TMNOTOHMUS, HeBPOJIO-
rMyeckas CMMNTOMaTWKa (MMpaMuAHble HapyLUeHus, Mo3-
JKEUKOBas aTakcus, runeppednekcus, ausaptpus). OnucaHsi
HapyLUEHUs MOTOOTAENEHUS U HU3Kas TONEPaHTHOCTb K Mo-
BblLLIEHHOM TeMnepaType. OdTanbMonoruieckve nposBeHus:
CMMNTOM «BMLLHEBOI KOCTOYKM», CNlaboBuaeHe 1 crenorta.
3aboneBaHve NpoTEKaET NPOrpeAMEHTHO, MPUBOAA K 1eTaslb-
HOMY ucxogy fo 3-neTHero BospacTa. [cTonormyecku obHa-
PYXMBAIOT HaKonneHne GM2-raHrnmMo3naoB B LEHTPabHOM
HEpPBHOW CUCTEMe M BHYTPEHHUX opraHax. B otnuume ot 6o-
nesun Tea — Cakca B CTpyKType 3aboneBaHWsi MPUCYTCTBY-
€T MaKpOrfoccus, renaTocnieHoMeranus, KapauoMeranus
U CKEeNeTHble AUCMIa3uK.

bone3Hb 3aHaxodda 0THOCUTCA K YnuCily peaKux ayTo-
COMHO-peLieccuBHbIX 3aboneBaHnin. Yactota 6onbHbIX Cpe-
JN HOBOPOXEHHbIX, 00bI4HO, He npeBbiwaet 1:300000.
WHTepecHo, YT yacToTa HOCUTENbCTBA MyTaLMiA Cpeau eB-
peeB allKeHa30B B reHe HEXB coctasnset 1: 1000, Torpa
KaK B ApYrvX Nonynsumsax HeckosbKo Bbilwe — 1 : 600 [17].

HeobblyHO BbICOKas 4acToTa MHOAHTUILHOW (OPMbI
bonesnn 3anoxodda, 3apeructpupoBaHa Ha Kumpe cpe-
OV HebOoMbLUO/A PeNUrMo3HON rpynmnbl XPUCTUAH MapOHU-
ToB (Christian Maronite) [24]. Oka3anocb, YTO Yy BCEX 3TUX
DoNbHBIX UMeeTCs creumduyeckas roMo3uroTHas MyTauums
B reHe HEXB — peneums afeHuHa B 76-i nosuumun. Yacto-
Ta reTepo3nUroTHOr0 HOCUTENbCTBA 3TOM Aeneuun B AaHHOW
rpynne coctasnset 14 %, a cpeam YneHOB ceMeli ¢ ucTopumei
3aboneBaHns — npe.biwaeT 50 %. CTonb BbICOKME 4aCTOThI
LaHHON MyTauun obbscHATCA 3D dEKTOM oCcHoBaTeNs.

Bbuoxumuyeckme ocHoBbl NaToreHesa

Bce BapuaHTbl GM2-raHrnnosugosa Il Tuna obycnosneHsl
HacneACTBEHHON He0CTaTO4HOCTbIO BeTa-Lienu rekco3amm-
HMaassl. [lpn 3TOM y BOMbHBLIX, KaK NpaBUno, OTCYTCTBYIOT
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oba KOMMOHeHTa rekcosamuHupassl — A u B, a obwas
(hepMeHTaTMBHas aKTUBHOCTb MEKCO3aMWUHMAA3bl B CbIBO-
pOTKe KpoBM He mpeBblwaeT 5 %. Hapagy ¢ knaccuyeckum
BapuaHToM bonesHu 3aHaxodda onmcaHbl pefKve BEHNUb-
Hble 1 Jaxe B3pocsble GopMbl 3ab0NeBaHMs, Npu KOTOPbIX
aKTMBHOCTb rekco3amMuimaassl focturaet 20-40 % no cpas-
HEeHWM0 ¢ HopMoii. HecMoTps Ha 6onbluoe CXOACTBO MeXay
GM2-raHrnmo3npo3om | u Il Tvna no obuien KIMHUYeCKoW
KapTuHe, 6one3Hb 3aHaxodda XopoLuo AnMarHocTUpyeTCs Mo
0COOEHHOCTAM KaTaMTUYECKON MeKCO3aMUHINA3HOM aKTUB-
HOCTU M N0 HanMuMKo Y 60IbHBIX renaTocnaeHoMeranum.

loKa3aHo, YTO aKTMBHOCTb reKco3aMuHKAasbl A B Kyflb-
TUBMpYEMbIX KeTKax naumeHToB c bonesHbto Tes — Cakca
BOCCTaHaB/MBAETCA MPU UX CAIMSHWM C KIIETKaMM MaLMeHTOB
¢ bonesHbto 3aHaxodda, TO ecTb NPOUCXOANT FreHeTUYeCKan
KomnneMeHTauus pedekta. B reTepokapuoHax, obpasyto-
LUMXCA B pe3ynbTate CIMAHWA KyNbTUBMPYEMBIX KIETOK Na-
LIMEHTOB C KITaCCUYECKOM W OBEHWUIBHOM UK LaXKe B3POCIOi
topMamm bonesHu 3aHaxodda, KOMNIEMEHTALMM He NPOUC-
XOQMT, TaK KaK 3Tu 3ab0/1eBaHNA ABNSIOTCA anneibHbIMU Ba-
puaHTaMK, 006YCIOBAEHHBIMU MPUCYTCTBUEM PA3NIUYHBIX My-
Tauui B OLHOM W TOM e reHe HEXB. Pa3paboTaHbl MeTOAbI
MCCNe0BaHNA aKTUBHOCTM FEKCO3aMUHUAA3bI 4151 CKPUHUH-
ra 6onesHen Tes — Cakca u 3aHaxodda y HOBOPOXLEHHBIX
B CYXMX MATHAX KpoBW Ha GunbTp-bnaHkax [18].

KapTtuposanue n upentudmkauus rena HEXB

C ucnonb3oBaHWeM MeTOAOB COMAaTWUYECKOW rmbpuau-
3aumm bbIno nokasaHo, Yto reH HEXB nokanu3oBaH B Xpo-
mMocome 5 [28]. OnucaHue pebeHKa, y KOTOpPOro Hapamy
c bonesHblo 3aHaxodda bbina obHapyxeHa BO3HMKLLAS
de novo cbanaHcupoBaHHas TpaHcnokaums t(5;13)(q11; p11),
MO3BOAMMO He TONbKO YTOYHWUTb NoKanu3aumio reHa HEXB
B AJIMHHOM MJleye XPOMOCOMbI 5, HO U UAEHTUGULMPOBATL
3T0T reH [43]. MNpoTsxeHHocTb reHa HEXB coctaBnsieT oKono
40 K6 [71]. Ero Kogumpytowas obnactb pasgeneHa Ha 14 ak3o-
HOB. MblI yKe 0TMeYanu BbICOKWIA MPOLLEHT FOMOJIOrU MEX Y
reHammu, Kogupylowmmmn anb®a- 1 beta-cydbbeMHULbI TeK-
co3amuHupassl. bonee Toro, 12 u3 13 UHTPOHOB 3TUX FEHOB
pa3pbIBalOT Koaupylolwyl 06nacTb B rOMOIOTMYHBIX MO3MU-
umsx. He Bbi3biBaeT COMHeHUs TO, uTo reHbl HEXA n HEXB
3BOJIOLMOHMPOBANM NyTEM AYNMKALMK OT 0BLLero npeskKa.

Mytauuu B reHe HEXB

Haunbonee yactomn MyTaumei npum fetckux popMax bones-
Hu 3aHaxodda senseTca npoTsKeHHas 16-kb peneums, 3a-
XBaTblBalOLLLAA MPOMOTOPHYI0 0651acTb, NepBble NATb 3K30HOB
M YacTb MHTpOHa 5 reHa HEXB [53]. Jeneuus, no-suaumomy,
BO3HWKAaeT B pe3ynbTaTe PeKoMOMHauuM Mexay [LByMS
Alu-nocnepoBatenbHOCTAMM, MPU 3TOM TOYKM paspbiBa
LOMKHbI ObITb JIOKaNM30BaHbl NOCPeAMHE MeXAY NeBbIM
W npaBbiM niedoM Kamgoro Alu Tak, 4tobbl Npu Leneuuw
WHTaKTHbIA Alu-3neMeHT BoccTaHoBuncs. 3Ta 16-k6 pe-
neumsa coctaensieT 27 % cpefu MyTaHTHbIX anfenei na-
LMEHTOB C TSIKeNbIM TeyeHueM Goneshn 3anoxodda [44].
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Yacto y bonbHbIX 0bHapyxuBaeTcs elle bonee npoTaXKeH-
Has Aeneuus paamepoM okoo 50 KB, TakKe HauMHalLLascs
B MHTPOHE 5 M BbIXOAALWasA B 5'-HanpaBneHuu 3a npegenb
reHa HEXB [12]. B yactHocTu, 3Ta feneuus bbina 0bHapyxeHa
B 46 % MyTaHTHbIX XpOMOCOM Y 14 HepoACTBEHHbIX NaLMeH-
TOB, JMBYLLMX B pasHbix YacTax Esponbl [13].

Mo KpaiHen Mepe, TpM MyTauuu, HapyLlaloLme cnamn-
CUHT, 6blM MAEHTUGOMLMPOBaHBI Y MALMEHTOB C HOBEHWb-
HbiMM opMamn bonesnn 3aHaxodda. OaHa M3 HUX —
G-A-TpaH3uuus, pacnonoXeHHas HefaneKo oT 3'-KoHua UH-
TPoHa 12 — NpMBOAMT K CO3[,aHMI0 HOBOO CaiiTa CMANCUHIa,
B pe3ynbTate yero npoucxoaut uHcepums B MPHK 24 Hykneo-
TMA0B 13 3'-KOHLLEBOW NocnefoBaTeNibHoCTH MHTpoHa 12 [51].
[lpyras cnnalicuHroBas MyTaums NpUBoamT K Hcepum B MPHK
18-HyKneoTUHOW MocnefoBaTeNbHOCTU 3K30Ha 14 [23].
M tpetbsa MyTauma — 3aMeHa C Ha T B 8-11 no3uumm ak3o-
Ha 11, conpoBoxpaloLLascs 3aMeHON NPONMHA Ha NeNLMH
B 417-1 no3vumm beta-Lenm reKco3aM1HULAa3bl — NpUBOAMT
K aKTMBaLMM KPUNTUYECKOTrO CaliTa CriaicuHra 1 ownboyHo-
My Bblpe3aHuio 3k30Ha 11 [87]. B npaMbIX 3KcnepuMeHTax no
TpaHcheKumn MyTaHTHoW K[HK 6bino nokasaHo, yto 3Ta 3a-
MeHa MHrMbMpyeT NpaBusibHLIN 0T6OP HopManbHOro 3'-canTa
CrnaicuHra.

OnucaHbl MHTEPECHbIE Cly4an MeXasnenbHoi KoMnie-
MeHTauum B reHe HEXB. B yacTHOCTH, y NauMEHTOB, Mpu-
HaZexalumnx oAHoM (paHKo-KaHaACKon ceMbe, 16-Kb pe-
Newuys, 4acTo BCTPEYaIoLLAncs NpK cambixX TAXKENbIX GopMax
bone3nun 3aHaxodda, B KOMNayHAe C HapyLIaoLLen Crinan-
CUHI MUCCEHC-MyTaLyen B 3k30He 11, onucaHHOM BnepBble
B AinoHuM y naumeHTa C 0BeHWUBHOIM opMoii 3aboneBaHus,
NposBAIsAfach Kak B3pocias dhopMa C KpanHe MArKUM Teye-
HueM 3aboneBanus [44].

JKcnepuMeHTanbHble MOAENM

CospnaHa TpaHcreHHas uHua Hexb(-/-) ¢ nHaKTUBMpO-
BaHHbIM FeHOM beTa-reKco3aMWHMAasbl, MoLenupyloLlas
bonesHb 3aHarodda [67]. B otanume ot nmHuM Hexa(—/-)
y Mbllled nMHUM Hexb(—/—) pa3BuBaeTca Tsxenas Henpo-
LereHepaTuBHas 6051e3Hb CO CNACTUKOM, MbILLIEYHON cabo-
CTbI0, PUTMAHOCTBI0, TPEMOPOM W aTakcuen. B Mo3re MyTaHT-
HbIX JKVMBOTHbIX AOMOJIHUTENIBHO OTKNaAbIBAETCA U3ObITOK
ramkonunuaa GA2, a Takxe HabnoaaeTcs MacCMBHOE UCTO-
LLIEHME aKCOHOB CMIMHHOIO MO3ra BC/IeCTBUE HEMPOHANIBHOIO
Hakonnenus GM2 ¢ nocnepytowen rmbenbio HEMPOHOB, HO-
cALLeli xapaKTep anonTto3a [36]. Mo-BuanMMoMy, HakoneHue
GM2-raHrnnosuga wunm ero NpoU3BOAHBIX B MO3Te CITYMUT
CB0OE0DOpa3HbIM TPUTTEpOM Ans MEepEeKIloYeHNs TeHOMHOM
MpOrpaMMbl KITETOK Ha anonTos.

Mpennonaraetcs, YT0 NpOrpeccUpyHOLLMIA HEBpoONOTyU-
yeckuii GeHoTMN B MHUM Hexb(—/—) cBA3aH c BbIpaboTKoiA
Y MYTaHTHbIX MbILLEN ayTOUMMYHUTETA MO OTHOLUEHMIO K FaH-
rAno3naaM. 370 NOLTBEPIAETCA MPUCYTCTBUEM B CbIBOPOT-
Ke KPOBM aHTUraHrMIMO3NAHBIX ayTOAHTUTEN U MOSIBNEHWEM
B Mo3re uBOTHbIX IgG [91]. YTobbl onpepsenuth ponb
3TUX aHTUTEN, Y MYTaHTHBIX JKWBOTHbIX JMHUM Hexb(-/-)
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LOMONHMTENBHO ObiN paspyLueH reH Fc-peuentopa y (FCERTG),
NPOAYKT KOTOPOro MrpaeT KJKYEBYl pofb B pa3Bu-
TM ayTOMMMyHUTETA. HecMoTps Ha TO 4YTO HaKomnneHue
GM2-raHrn1o3naoB B Mo3re ABOWHbIX MyTaHTOB COXPaHA/IOCh
Ha NpEXHEM YPOBHE, WX NPOJOIIKUTENBLHOCTb JKM3HU 3HAUM-
TeNbHO YBENUYMIACh, HEBPOIOTMYECKUI (eHoTMN Obin Bbl-
paxeH cnabee, ¥ YMeHbLUIMNOCL YACAO aAMOMTO3HbIX KIETOK
B LIHC. Mo-BuanmMomy, ayTOUMMYHUTET UrpaeT BaXKHyl0 posib
B natoreHe3e bonesHu 3aHoxodda, ¥ aHTUraHMMO3UAHbIE
ayToaHTMTENa MoryT BbITb UCMOMb30BaHbl B KAYECTBE MULLIEHH
LA Tepanum.

Mpu ABOWHOM HOKayTe reHoB Hexa u Hexb y TpaHCTreHHbIX
MbILLEl HapsLY C NPOSBIEHNAMM FaHTIM03ML03a Pa3BMBaIOT-
€S NpU3HaKW MyKkononucaxapuao3a [73]. MyTaHTHbIe uBOT-
Hble MOLENbHOW JIMHUK MBILLEN, B KOTOPOM OJHOBPEMEHHO
BbinM HapyLUeHbl CMCTEMbI CMHTE3a M Aerpajaunu rimKo-
COWHrONUNUAOB, MMENU YMYYLIEHHbIe HEBPOJIOrMYECKUE
XapaKTepUCTUKM W BOMbLUYI0 MPOAOIKUTENBHOCTb HU3HMK,
TaK KaK MMIMKOCOUHIonMnNuabl y HUX He Hakannusanmch [40].
OpHako B bonee no3gHeM BO3pacTe y HUX pa3BUBanach He-
BpoJioruyeckas 6one3Hb, 00yci0BNEHHAsA HAKOMIEHVEM [py-
roro Kniacca cybcTpaTtoB — 0Mrocaxapuzaos.

OpHa 13 BO3MOXHbIX CTpaTeruii nieyeHns GM-2-raHr-
JM031J030B OCHOBaHA Ha MCMOb30BaHUM MHTMBUTOPOB Bro-
CUHTE3a MMKOCOUHToNMnnaoB. K uncny Takux MHrMbnutopoB
oTHocuTca N-ByTUNAEOKCUMHOWMPUMULMH. 3TOT npenapat
Bbin anpobupoBaH B KIMHUYECKUX UCMIBITAHUAX LIS neve-
HUS HeHeWpoHonaTtuyeckoit dopmbl bonesun Mowe | Tvna.
Ha TpaHcreHHbIX NnHMAX Mblwen Hexa(-/-) u Hexb(—/-)
BbIIo NOKa3aHo, YT NpU MPUEME 3TOro MHIMBUTOpa CHUXKA-
eTCA HaKOMeHWe FMMKOCHUHIONMMMAOB He TONBKO B Mepu-
(epuyeckux TKaHAX, HO U B MO3re MYTaHTHBIX JXWUBOTHBIX,
YTO NPUBOLUT K YBEJTMYEHMIO MPOLOSIKUTENBHOCTU UX HU3HH
1 bonee MATKUM NPOSBNIEHUAM HEBPOJIOrMyecKoro dheHotmna
B iHumn Hexb(-/-) [38, 68].

OcHoBHble nmaTonoruyeckume npoueccol npu GM2-
raHrnmosupo3se passusatotca B UHC. OpHako reHbl HEXA
1 HEXB aKcnpeccupyloTcsl He TOMbKO B HeiipoHax, HO B py-
MX TUNax KNeTok. Ha ocHoBaHWM 3TWX AaHHbIX bblna npen-
MPUHATa MOMbITKA reHoTepaneBTUYecKoi KOPPeKLMY 0CHOB-
HbIX MATOJIOTMYECKMX NPOsBAEHU bonesnn 3aHaxodda Ha
MoZeNbHOW NMHMKM Hexb(—/—) nyTeM BBEAEHUS CENEKTUBHbIX
BekTopoB AAV-BR1-CAG-HEXA n AAV-BR1-CAG-HEXB B 3H-
JloTeNnanbHble KneTku mosra [25]. B cucteMe in vitro bbino
MOKa3aHo, YTO B TPAHCLYLMPOBaHHbIX KIETKaX HauuHaeTcs
MPOM3BOACTBO COOTBETCTBYIOLWMX (epMeHTOB. B cucteme
in vivo BHYTP1BEHHOE BBE[EHWe B3POC/bIM U HOBOPOX[EH-
HbIM JKMBOTHBIM COOTBETCTBYHILLMX FeHOTEepaneBTUYECKUX
BEKTOPOB MPUBOAMIO K YBENMYEHUIO MPOAOIIKUTENIBHOCTH
WX JKW3HW, YNyYLIEHUI0 MHOTUX HEBPOJIOTMYECKUX MOKa3a-
Tenel, aKTUBaLMM acTPOLMTOB U CHUKEHWUIO YPOBHS HaKo-
nneHus GM2-ranrnnosnga u ramkonunuaa GA2. Takum o6-
Pa30oM, 3HLOTENNANbHBIE KIIETKU MOXHO paccMaTpuBaTh Kak
afleKBaTHYH MULLEHb 19 reHoTepanun GM2-raHrnmo3nposa
W1, BO3MOXHO, ApYruX JIM30COMHBIX BonesHen.
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JlabopaTtopHas nMarHocTUKa u JieyeHue

CoueTaHue KIMHMYecKMX Npu3HakoB GM2-raHrnno3nposa
C renartocrnjeHoMeraamMen U HU3KOW aKTUBHOCTbIO TeK-
co3aMMHMAa3bl A, rekcosamuHupassl B u ToTanbHoM
f-rekco3aMuHMpasbl B JIEMKOLMTAX, CbIBOPOTKE KPOBU
u ¢ubpobnactax no3sonseT AuarHocTMpoBaTb 6onesHb
3anoxodda. [lononHUTeNbHBIMA UCCNELOBaHUAMU SIBNIS-
l0TCS OMpefesieH e NEHUCTBIX KIETOK B MyHKTaTe KOCTHOrO
MO3ra M rMnepakcKkpeums ¢ Modoi N-aueTunrnioKo3aMuH-
cofiepxaluux onmurocaxapupoB. [uarHo3 cumtaetcs [oKa-
3aHHbIM NMPY MAEHTUUKALMM MyTaumi B reHe HEXB.

B Hactoswee Bpems natoreHeTuyeckas Tepanus GM2-
raHrnMo3nao30B He paspabotaHa. 0fHako B page Meau-
LMHCKMX LIEHTPOB MCC/IelyeTcsl BO3MOXHOCTb MPUMEHEHUS
BNa 3TUX 3ab0/ieBaHWA COBPEMEHHBIX TepaneBTUYECKUX
MOLX0A0B, TaKUX KaK TPaHCMAAHTaUMS reMOMo3TUYECKUX
cTBonoBbIx KieTok, ®3T u cybeTpatpemyumpytoLas Tepanus;
(bapMaKonoruyeckas LuanepoHoTepanus, reHHas Tepanus
U reHOMHOe pepakTupoBaHue [37]. Tak, HanpuMep, in vitro
noka3saHa nepcnektuBHocTb ®3T bonesHu Tes — Cakca ¢ uc-
MoSb30BaHWEM PEKOMOWHAHTHBIX (OPM reKco3aMuHUAa-
3bl A n B (rhHex-A v rhHex-B), npousBeaeHHbIX B ApoXoKe-
Bo¥i cucteMe Pichia pastoris [27]. B kynbType ¢ubpobnactos
0ba (epMeHTa MpOHWKAKOT B KNETKW NyTeM 3HAOLMTO33,
0MOCPeA0BaHHOT0 MaHHO3HBIM W MaHH030-6-hocdaTHbIM
peLienTopamMu, W AOCTUTAIOT JIM30COM, YTO MPUBOAMUT K CHU-
KEHWI0 YPOBHSA HAKOM/IEHUS IMMIL0B U YMEHBLUIEHMIO 06beMa
NIM30COM.

[naBHoOW npobneMon reHoTepaneBTUYECKUX MNpPOEK-
TOB SIBNSIETCS HeOOXOAMMOCTb CO3[aHMs BbICOKWUX YPOBHEN
anbta- n beta-cydbeanHUL, reKCo3aMUHWAA3bl B HYXKHOM
COOTHOLEHMM U be3omacHas [oCTaBKa MX BO BCe MaTosio-
rMYecKkue opraHbl U TKaHW. C 3Toi Lenblo c034aHbl HOBbIE
BULMCTPOHHBIE NIEHTUBMPYCHBIE BEKTOPbI, MOKAa3aBLLUKE CBOIO
3ddeKTMBHOCTb U Be3omacHOCTb KaK in vitro, Tak u in vivo
Ha TPAHCreHHbIX JIMHUSX MbIleid, Moaenupylwmx GM2-
raHrnmMo3upo3. lNepcneKTuBHA TaKKe HOBas CUCTEMaA reH-
HOro pefakTMPOBaHMA C UCMOJIb30BaHWEM MOAU(DULIMPOBaH-
HOM MI0-CybbeAMHMLbI FeKco3aMMHMAa3kl YenoBeka (HEXM),
cnocobHon aerpagmpoBatb GM2-raHrnunosuael nytem obpa-
30BaH1sA roMoAMMepoB [62].

BbOJIE3Hb TEAl — CAKCA
(AMABPOTUYECKAS ANOTUSA
TEA — CAKCA), GM2-
FTAHTIM03N 03, TUM AB

KnuHuka u annaeMuonorus

Tpetuit Tun GM2-ranrnno3ngosa, unu BapuaHt AB 6o-
ne3nun Tes — Cakca, CBA3aH C MyTaUMsMU B TeHe aKTMBU-
pytowero daxktopa GM2A, HeobxoauMoro st paspyLueHus
GM2-raHrnuosupa rekcosamuumaason A [20]. KnmHndecku
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BapuaHT AB GM2-raHrnmo3snzno3a cooTBeTCTBYET BapuaHTy B
bonesnu Test — Cakca. [lebroT B nepBble MecsLbl XU3HK, Xa-
PaKTEPHbI CUMNTOM «BULLHEBOI KOCTOUYKM» C MOCNeAyHoLLeit
[LereHepaumeil MaKyIbl 1 NOTepeli 3peHus, a TakxKe nporpec-
CUPYHOLLas 3aJepIKKa NCUXOMOTOPHOrO pa3suTus. B ucxope
bonesHu popmupyeTcs Makpouedanus 1 AeLiepedpaLyoHHan
purnaHocTb. JleTanbHbIM UcXof, HacTynaeT 6avke K 3 rogam
Bcneacteue nopaxenus LLHC n/unn uHTepKyppeHTHbIX WH-
texumn.

BuoxuMuyeckue ocHoBbl NaToreHesa

Mpu 3T0i popMe 60ME3HW NPUCYTCTBYIOT 063 KOMMOHEHTA
rekcosammHmaassl — A u B, 1 KaTanutyecKas aKTMBHOCTb
3TUX (epMeHTOB HaxXOAMTCA B npefenax HopMbl. [luarHo-
ctuka AB- n nceBno-AB-BapuaHToB 3aboeBaHMA OCyLLeCT-
BNseTCS MyTeM BUOXMMMUYECKOro aHanu3a hepMeHTaTUBHOI
aKTMBHOCTU reKC03aMWHMAA3bI M0 OTHOLLEHWIO K OMpefesieH-
HbIM cybcTpatam. GM2 akTuBaTop SBNSIETCS pacTBOPUMBIM
HU3KOMOJIEKYNAPHBIM BE/IKOM, CMOCOBHLIM CBA3LIBATLCSA
¢ GM2-raHrnmosuaoM, aKcTparMpoeatb ero u3 membpaHsbl
Y NepeBoAuTbL B pacTBOpUMYto hopMy B cocTaBe aKTueatop/
JIMMUEHOMO KOMIJIEKCa, GopMuUpyroLLero cybeTpar onis rek-
c03aMWHMAA3bI A.

KaptupoBanue u naeHtudukauma rena GM2A

Bnepstle reH, koanpyowmii GM2-aKkTuBaTopHbIN BesloK,
Obl KapTMpOBaH B XPOMOCOMe 5 METOAO0M COMAaTMYECKOM
rmbpuamsaumv [15]. MpucytcTue ncesnoreHa GM2AP B xpo-
MocoMe 3 o/roe BpeMs 3aTpyAHAN0 TOYHOe KapTupoBaHue
(YyHKUMOHaNbHOro reHa GM2A. OfHaKo B AanbHeilweM ero
MPUHAAEXKHOCTb XpOMOcoMe 5 Bbina noaTBepxaeHa [89]
W pa3HbIMK HE3aBUCMMBIMU MeTO[LaMM OMpefiesieHa LuTore-
HeTu4YecKas 0bnacTb ero nokanusauum — 5q32-q33 [32, 81].
06HapyxeHne MUCceHC-MyTauuii B reHe GM2A y 6onbHbIX
¢ BapuaHtoM AB GM2-raHrnno3sngosa fBMI0Ch OKOHYaTeSlb-
HbIM JOKa3aTe/IbCTBOM Ero y4acTusi B reHeTUYECKOM KOHTPO-
ne atoro coctosuus [77, 90].

MyTauum B rene GM2A

lMoKasaHo, 4TO OAHA W3 MMCCEHC-MyTaLuidl B reHe
GMZA — R169P, npuBoauT K NpexaeBpeMeHHON Aerpaja-
umm MyTaHTHoro GM2-akTuBaTopa iMbo BO BpeMsi MOCTTpaH-
CISILMOHHOMO co3peBaHns, Ibo nocne AOCTUKEHUS 3TUM
benkom nu3ocom.

JNabopartopHas auarHocTuka

[narHoctka AB BapuaHTa Npu HanMuMu KIMHUYECKNX
npu3HakoB GM2-raHrnmo3unpo3sa NpoBoAMTCS MyTeM uUccne-
[0BaHWUA aKTMBHOCTU reKco3amMuHuaassl A u b B neitkoumray,
CbIBOPOTKE KPOBW U Jpyrux TKaHsaX. [pu coxpaHeHuu Hop-
MasnbHOM aKTUBHOCTM TOTaJIbHOM FeKCO3aMMHUAA3bI U FEKCO-
3aMMHKMAA3bl B, aKTMBHOCTb rekco3amuHMaasbl A ocTaetcs
B HOpPME TOJIbKO MO OTHOLLEHUHO K (JI0OPOreHHbIM 1 XpOMO-
reHHbIM cybcTpaTaM, HO HabntofaeTcs ee HeAOCTaTOYHOCTb
M0 OTHOLLEHUIO K ecTecTBeHHOMY cybeTpaty ((H-GM,).
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Cwbcwl WA, 1982 r. p., n WH, 1984 . p., u3 r. Hesenb
KOHCYNbTUPOBaHbI B MEIUKO-TEHETUYECKOM LieHTpe JleHuH-
rpaga. [letn oT HepoAcTBEHHOro bpaka, BpefHOCTU Ha pabo-
Te y poauTeneii HeT. HacneacTBeHHOCTb He OTArOLLEHa.

Mpobang LA (Manbumk), 1982 r. p. Manbumk ot 2-1 be-
peMeHHOCTU (1-51 BepeMeHHOCTb — BBIKMABILL Ha CPOKe
12 Hep.) 6e3 ocobeHHOCTEN, OT NepBLIX POA0B Ha 42-i Hefe-
ne bepemenHocT. lMpu poxkaennmn Bec 3000 r, anmHa 51 cMm,
3aKkpuyan cpasy. lcuxoMoTopHoe pasBuTWe o roja: rono-
BY yaepxuean ¢ 1-1,5 Mec., caMocTosTenbHO cen B 5 Mec.,
nowen c 1r. 1 mec. lNepBble 3ybbl ¢ 8 Mec. epBble cnoBa
¢ 10 mec. C 3,5 net nosBuauch cynopor Ha GoHe MosHO-
ro 3gopoBbs. K 5 rogam nepecran XoguThb, yTpata peyeBbIX
HaBbIKOB M MHTEpeca K OKpyKatoLieMy, obpalleHHyo peyb
He noHuMaeT. [pu ocMoTpe B Bo3pacTe 5 NieT: NpaBUALHOIO
TENOCNOXEHUA. MbILIEYHBI TOHYC YMEPEHHO MOBbILIEH MO
nupammaHoMy Tuny. CyxoxunbHble pediekchl C pyK 0XuBe-
Hbl, C HOT — cnacTUyHble. [laTonornyeckne CTonHbIE 3HaKM
U KINoHycbl cTon. CTOMT ¢ 0Mopoi, HO 0TMEYaeTCs TPEMOP Hor,
non3aet xopowo. Urpywku uHTepeca He Bbi3biBatoT. Obpa-
LLIEHHYI0 pedb He MoHWMaeT. [lpu odTanbMOCKONUK: ANCKU
3pUTeNbHBIX HEPBOB 6riefHble, MOHOTOHHbIE, PETUHANbHbIE
cocynbl y3kue, 0bejHeHWe COCYANCTOro pucyHKa. B Makynsp-
HOI 06nacTu KpanyaTocTb, YepeA0BaHUe MUrMEHTUPOBAHHbIX
W XKENTOBATbIX 04aroB. 3a HECKOJbKO HefeNb CYLOPOXKHbIN
CUHIPOM (hapMaKope3UCTEHTHbINA, NOCTENEHHOE HapacTaHue
yuca rMnepKMHE30B, TPEMOPA, aTaKCUM, MBILLEYHOIO TOHYCA,
cnactuuHocTb. [loTeps rnotatenbHoro pednekca, cnocobHo-
CTW NepeLBUraThbCs.

Cubc LUH (neBouka), ot 3-1 bepeMeHHOCTH, NPOTEKaBLLEM
6e3 matonoruu, 0T BTOpbIX CPOYHBIX POOB. Bec npu poxae-
Hum 3,3 Kr. K rpyam npunoxeHa Ha 3-u cyTKM (puUcK pesyc-
KOH(IMKTa C MaTepb), BbiNUCaHa U3 POAA0Ma Ha 7-e CYTKW.
lcuxoMoTopHOE pas3BuTHE [0 rOfa: rofloBy YAepKuBana
C 2 Mec., Hayana caguTbCs ¢ 5 Mec., nowna W Havana npo-
U3HOCUTb OTAeNbHble cnosa ¢ 12 Mec. C 2 net fiebioT reHe-
panu30BaHHbIX CyAOPOXHbIX npucTynos. B Bo3spacte 3 net
obcnefoBaHa B OTAENEHNW HEBPOSIOMMK: Peyb Ha YPOBHE He-
CKOJTbKMX CNOB. YepenHo-Mo3roBble HepBbl Be3 matonorum.
MBILLEYHBIN TOHYC Y,0BNETBOPUTENbHBIN. CyXOMKMIbHBIN ped-
NEeKChl BbICOKME, C PaCLUMPEHHBbIMU 30HaMW, KITOHYChI CTON.
MaTonoruyeckue cTonHble 3Haku (+). CaMoCTOATENBHO X0aMT.
B3rnap duKcupyeT TONbKO Ha KOPOTKOE BpeMsi, MpaKTuye-
CKM He cieauT 3a NpeAMEToM. Peyb — 3BYKOMPOW3HOLLEHME.
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OTMeyaloTcs reHepanu3oBaHHble CYAOPOXHbIE MPUCTYMb
C noTepeli CO3HaHNA U aTOHUYECKME MPUCTYMbI C BHE3aMHbI-
MW NafeHnaMu. B nuHamMuKe nosiBneHue Tpemopa, aTakcuu,
TUNEPKVUHE30B C YTPaTOW MHTEPECA K OKPYAIOLLMM.

OcMoTp odTanbmonora: y oboux aeten atpodus AUCKOB
3pUTENbHBIX HEPBOB W NMUIMeHTaLMs B MaKynsipHoM obnactu
oboux rnas. [lpoBegseHo BUOXMMMYECKOE WCCNef0BaHME:
onpefefieHa aKTMBHOCTb (epMeHTa rexkco3amuHMzassl A.
Y LA aktvBHocTb hepMenTa coctaBuna 14 %, y LUIH — 17 %
OT HOpMbl. TakuM 00pa3oM, Ha OCHOBaHUM MPOBESEHHO-
ro 6moxmmmyeckoro mccnefoBaHma uckiodeHsl | v Il Tunbl
GM2-raHrnuosuposa. [ns ucknovenns AB BapuaHta GM2-
raHrno3na03a b1oxuMnYecKue UccNef0BaHNUA He NPOBOYU-
JICb B CBA3M C TEXHUYECKOW HEBO3MOXKHOCTLI MPOBELEHMS
UccnefoBaHuiA Ha TOT MOMEHT BPEMEHM.

[lnarHo3 raHrnnosngo3a no COBOKYMHOCTU KIMHUYECKUX
1 0dTanbMOIOrMYeCKUX LaHHbIX NpefcTaBnaics ybeaurenb-
HbIM 1 MPaBOMOYHbIM Ha MOMeHT 1987 r. Tun HacnefoBaHus
ayTOCOMHO-PELLeCCUBHBIN, PUCK Ans cubcos 25 %.
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B pa3paboTKy KOHUenuuu, npoBefeHWe UCCnefjoBaHUs W MOA-
FOTOBKY CTaTby, MPOYAM U OA00pUNM GUHambHY0 Bepcuio nepef,
nybnauKaumeil.

KoHbnuKT uHTepecoB. ABTopbl AeKNapuUpYHT OTCYTCTBUE SB-
HbIX 1 NOTEHUMANbHBIX KOH(SIMKTOB MHTEPECOB, CBA3aHHBIX C My-
BNMKaLumeli HacToSLLEN CTaTbM.
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Bumamun D u 30opoeve yceHujuHot (2021)
IToo pedaxuyueii V. E. 3asepckoti

B monorpadum mpepcraBieHbl Hauboree akTyajlbHble CBeleHUA O BuUTaMuHe D
U €T0 PO YISl 3[0POBbsI XKeHImyHbL. KHura paspaborana pabodeil IpyIIIIoil, B COCTaB
KOTOPOJ BOLUIN AKyIIEPbI-TUHEKONIOTY, 3HJOKPUHOOIM, TefNaTPhl, KapAMOIO-
TM, PeIPOAYKTONOTH, OHKOJIOTH, YTO MO3BOMUJIO IIMPEe OCBETUTHh POIb BUTaMMHA D
B NpoIIaKTIKe 3a00IEBAHNUIT B PasHble IepPIOJIbl )KM3HY KeHIInHbL. MeTonsl ¢dap-
MaKOJIOTMYeCKOI KOppeKIMy feduIyuTa 1 HefloCTaTOYHOCTY BUTaMuH D, onycaHHbIe
B M3[AHUY, COOTBETCTBYIOT COBPEMEHHBIM OTEYECTBEHHBIM U 3apyOe>KHBIM PeKOMEH-
JanyAM. PyKoBOACTBYACh airopuTMaMy IMAarHOCTUKM M JIe9€HNUA TUIIOBUTaMMHO3a D,
Butamun D ,V:(Zﬂﬂ:,ﬁ,’e PacCMOTpeHHBIMM B MOHOTpaduy, Bpauu CMOI'YT CBOEBPEMEHHO ) Ka4eCTBEHHO OKa-

1oz PEAAKUMEH U, E. 3A3EPCKOi 3aTb IIOMOIIb IMAaIIVIEHTaM.

O. A. Bemmuxep, M. E. 3asepckas, I1. B. Ilonosa,
H. A. Ocunosa, A. A. Cokonosa

Bepemennocms u caxapmoiii duabem (2021)

N wemBAk

B yue6HOM mOCOOMM paccMOTpeHbI M3OpaHHBIE ACIIEKTHI STVMONIOTUY I [IATOTeHe3a
HapyILIeHUI YIJIEBOZHOTO OOMeHa IpK OepeMEeHHOCTH, OCOOEHHOCTM [UATHOCTUKIU
JAQHHBIX HAPYLIEHUII BHE M BO BpeMs OEpPEMEHHOCTH, IOTOTOBKYM K OepeMeHHOCTIL,
IPUHIVIB BefeHNs MAIVMEHTOK C Pas/IMIHBIMI TUIAMI CaXxapHOro pmabera mpu Ge-
PEMEHHOCTH, a TaKXe POfjOpaspellleHNs ¥ I0CIepofoBoro Habmonenna. OcBeleHbl
OCHOBHBIE ACHEKTHI IPOMIIAKTUKY PASBUTYS OCIOXXHEHMI OepeMEeHHOCTI, a TaKKe
OT/JA/IEHHBIX HeOIATOIPUSTHBIX MCXOMOB /sl MaTepu u Oyfmyiiero peOeHka.

BEPEMEHHOCTb
11 CAXAPHbIVI OVABET

T. B. bampaxkoea, J1. E. 3asepckas, IO. B. [loneo-Cabyposa, H. A. Ocunosa,
& Turmmneme ke K. A. 3azopoonuxosa, 3. [I. Xaoxuesa

4 A Am
BocnanumensHole 3a6onesarnus mamku (2021)

B R B yde6HO-MeTOmMYECKOM ITOCOOMY PACCMOTPEHBI COBPEMEHHBIE (DAKTOPBI
WATKU B TIOCTIEPOROBON MEPHIORE PMCKa, aCTIeKThI STUOMOTUY U MATOTeHe3a BOCIANINTENbHbBIX 3a00/IeBaHNII MaTKM, UX
KITacCUpUKAINA, a TaKKe COBPEMEHHbIE TeHJEHIMN TeUeHNUs IOCTIePOOBOTr0 SHTO-
MeTpHTa KaK HavyalabHOU (POPMBI ITOCTEPOTOBBIX THOMHO-CENTUIECKNX OCTOXHEHMIL,
JOVATHOCTMKA M NPUHLMIBI Tepanuu. Pekomenpgosano crypeHtam IV n VI xypcos
MEJMIMHCKUX BY30B.
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Ba knuHuyeckux cny4as lgG4-accouumnpoBaHHOro
naHKpeaTuta y feTeu
C.H. MunuHa, E.A. Kopruenko, E.H. CycnunupiH, E.H. AMaHuToB

CaHkT-[TeTepbyprckuin rocyAapCTBEHHbINM NeLUaTPUHECKUA MeAVLIMHCKMIA yHuBepcuTeT, CaHkT-TeTepbypr, Poccus

AHHOTALMA

AYTOMMMYHHBI NaHKpeaTUT — 0cobas, cBoeobpasHasi U OTHOCUTENbHO HOBas (hOPMa XPOHMYECKOro MaHKpeaTuTa, KOTo-
pylo B NOCNELHME rofbl MHTEHCUBHO M3Y4atoT NaHKPeaTosory BCero Mupa. AyTOUMMYHHBI NaHKPeaTuUT He UMEeT CBOWMCTBEH-
HOV TOMIbKO MY KITMHMYECKOW KapTWHbI. 3T0 COCTOsHME Obino BriepBble OMMCAHO Y B3POC/bIX M YacTo UMUTUPYET paK MoA-
KeNy[04HOM Xenesbl. MoXKeT nopaxaTb HECKONbKO OpraHOB, CUHXPOHHO MMM METaxXPOHHO, U PefKO BCTpeYaeTcs y AeTeid.
MpeacTaBnset coboit cucteMHoe hrOpoBOCNaNUTENIbHOE COCTOSHME C HEACHBIM NAaTO(U3NONOrNIYECKUM MEXAHU3MOM, BNS-
loLLee Ha pasnnyHble YacTu Tena. pu oTcyTCTBAM NeyeHus 3aboneBaHne MOXET NpuBecT K Gpubpo3y u HeobpaTMomy no-
BPEX/AEHWUIO OPraHoB, OZHAKO COYETaHWEe MPUCYLLMX ayTOMMMYHHOMY NaHKPeaTUTy CepoOrMYecKuX, TMCTONOMMYECKUX Mpu-
3HAKOB W AaHHbIX MHCTPYMEHTabHbIX METOZ0B UCCNe0BaHMS NO3BONISIET YCTaHOBUTL €ro Hanmume. IgG4-accoummnpoBaHHoe
3aboneBaHMe B OCHOBHOM OMMCAHO Yy B3POC/bIX, MO3TOMY MeAMaTpbl 00bIYHO Mano 3HalT 0 HeM. Mbl MoayepKuBaeM
C/IOXHOCTb [MarHOCTMKM ayTOMMMYHHOrO NaHKpeaTuta — 3aboneBaHus, cBsisaHHoro c IgG4, y peteit. B cTatbe npen-
CTaBneHbl jBa KIMHUYECKUX Cy4as C AeTbMU, KOTOPbIM Obll AMArHOCTUPOBAH ayTOMMMYHHbIA NaHKpeaTwT. Y oboumx aeTeit
Hab/oAanMcb CMMNTOMbI abA0MUHANBHOI 60U /MM MeXaHUYECKOM JKENTYXW B COYETAHUN C 04aroBbIM YBEIMYEHUEM NOA-
KENyA0YHOM Kenle3bl, HEPOBHOCTAMM OCHOBHOMO MPOTOKA MOKENYLOYHON JKenesbl U AUCTaNbHbIM cyeHueM. CornacHo
HalMM AaHHbIM, AMArHO3 ayTOMMMYHHOTO NaHKpeaTuTa y fieTell MOXeT ObiTb YCTaHOBMIEH HAa OCHOBE KOMOMHALMM KOHKpeT-
HbIX KJIMHUYECKUX CMMMTOMOB MPU MOCTYM/IEHUM U PasfMyHbIX Pe3ynbTaToB Bu3yanu3auuu. CBOeBPeMEHHO MOCTaBNEHHbIA
AVarHo3 v HayaToe JieyeHne ABNAeTCA 6NaronpUATHLIM NPOrHO30M [1S AanbHELero Te4eHns AaHHOro 3aboneBaHms 1 pas-
BUTUS OCTIOXHEHWI.

KnioueBble cnoBa: XpOHUYECKMI MAHKPEATUT; ayTOMMMYHHbINA MaHKpeaTuT; AnarHocTMYeckue Kputepuy; IgG4-accoummpoBaHHoe
3aboneBaHue.
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Two clinical cases of lg64-associated pancreatitis

in children

Svetlana N. Minina, Elena A. Kornienko, Evgeny N. Suspitsin, Evgeny N. Imyanitov
Saint Petersburg State Pediatric Medical University, Saint Petershurg, Russia

ABSTRACT

Autoimmune pancreatitis is a specific peculiar and rather new form of chronic pancreatitis (ChP) that has been inten-
sively studied by pancreatology specialists of the whole world for the last years. Autoimmune pancreatitis does not have
any individual specific clinical features. This condition was described for the first time in adults and it often mimics
pancreas cancer. Autoimmune pancreatitis can involve some organs, synchronously or metachronously, and is rarely
identified in children. Autoimmune pancreatitis is a systemic fiber-inflammatory condition with poorly understood patho-
physiological mechanism, affecting different parts of the body. In case of the treatment absence the disease can lead
to fibrosis and irreversible impairment of the organs. However, the combination of the findings of serologic, histologic,
and instrumental methods of investigation characteristic for autoimmune pancreatitis allows to identify its presence.
IgG4-associated disorder has been mainly described in adults, therefore pediatricians usually do not know much about it.
We underline the complexity of the diagnosis of autoimmune pancreatitis / gG4-associated disorder, in children.
The article presents two clinical cases of children diagnosed with autoimmune pancreatitis. Both children had the symp-
toms of abdominal pain and/or mechanical jaundice combined with focal pancreas enlargement, roughness of the basic
pancreas duct and distal narrowing. According to our data, the diagnosis of autoimmune pancreatitis in children can
be made on the basis of the combination of specific clinical symptoms at admission and various results of imaging.
Both timely made diagnosis and administered treatment provide a favorable prognosis for further course of the disease
and complication development.

Keywords: chronic pancreatitis; autoimmune pancreatitis; diagnostic criteria; lgG4-associated disorder.
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KIMHYECK A CITYYAN

BBEJEHUE

AyTouMMyHHbIN naHkpeatut (AUM) — ManouncneHHas
rpynna peaKux BocnanuTenbHbIX 3ab0neBaHUin NOAXKeNya0Y-
Hoit xenesbl (M) ¢ Hen3BecTHOI 3TMONOTMEN U YaCTUYHO
U3y4eHHbIM NaToreHe3oM C JOMUHUPOBAHNEM ayTOUMMYHHBIX
MeXaHW3MOB M BO3MO3KHOCTHIO OTBETA Ha Tepanuio KOpTUKO-
cTepouAamu, YTo No3BoNseT 00beAMHATL BCe 3TH 3aboneBa-
HWSA NOA 06LLMM Ha3BaHWEM.

ToyHasa pacnpoctpaHeHHocTb AWM HemsBecTHa. YacToTa
perucTpaummn B aNMAEMUOIOTMYECKUX UCCNEL0BaHNAX Kone-
bnetcs B npeaenax 4,8-5,8 % B nonynaumu.

Mo paHHbIM BonblUMHCTBA UCCNeA0BaHUA Hanbonee ya-
cTo 3aboneBaHne perucTpupyeTcs y MyXUnH, COOTHOLLEHME
MYIKYMH M KeHWMH — 2 : 1 1 5: 1 cooTBeTcTBeHHO. Cpen-
HWWA BO3pacT MaHWdecTauuu KIMHWMYECKOW KapTuHbl AWM
Ha 10-20 neT BblLe, YeM TaKOBOM NpU NPOYMX ITUONIOrMYE-
CKWX BapuaHTax XpoHW4eckoro naHkpeatuta (XM).

MatoreHes AUI: ocHOBHblE MPUYMHBI M MEXaHWU3MbI pas-
BuTus AUN o HacToALLEero BpeMEeHW TOUYHO He YCTaHOBJIEHBI.
fcHo, uTo reHeTMYeCKas NpeapacnosioKeHHOCTb, onpeaens-
loLLas pa3BUTME HacnefCTBEHHOT0 MaHKpeaTuTa, He UMeeT
Huyero obuero ¢ passutem AUM [1, 6].

Mo BCeW BUAMMOCTH, NepBbIM Luar B pa3BuTMM 3abone-
BaHWA — aHTUreHHOe MOBPEXAEHWEe NaHKpeaTUiecKux npo-
TOKOB UM aLMHApHbIX KIETOK. B fanbHelileM MOHOMEpHBbI
TpaHCMeMOpaHHbIM FAMKonpoTenH Hafcemeiictea lg CD4*
T-numdouutoB MoryT pacno3HasaTb Komnnekc HLA |l knacca
1 ayTOMMMYHHBIX NENTUA0B, FOMOJIOMMYHBIX KapboaHruapase
Il TMma wnu nakTodeppuHy, MHAYLMPYS MpoLecc anonTosa
HECYLLIMX UX KNETOK.

BeposTHO, B MexaHM3Me TaKxe MPUHUMAIOT y4yacTue
1 CD8* T-nuMdoumTbl, BbINONHAILLME GYHKLMIO LIUTOTOKCH-
YECKUX KNeToK [3, 9.

Kak 13BecTHo, HapyLleHWe MexaHU3MOB anonTo3a urpa-
eT BeAyllyl poNib B NaToreHe3e MHOMMX ayTOMMMYHHbIX
3aboneBannii. CpblB perynsaTopHbIX MexaHu3MOB MpoLecca
anonTo3a CocTaB/iseT OCHOBY Pa3BUTUSA NOCEAHUX B CBA3N
C COXPaHEHMEM ayTOpeaKTUBHbIX MMM(MOLMUTOB B OpraHu3Mme.
MNoBbILIEHHOE HAKOMEHWE aKTUBMPOBAHHBIX T-KIIETOK Cro-
COBCTBYET MEPCMCTUPOBAHMI0 ayTOMMMYHHBIX PeaKLui, 04-
HWUM W3 NPOSBNEHNIA KoToporo U cuntatoT AU [3].

KnuHndeckas KapTuHa He UMeeT creumuduyeckux cuMm-
MTOMOB W Yallle BCEro NposBMSeTCA HECKONbKUMU. ABOMU-
HanbHas 6051b — XapaKTepu3yeTcs Maoil UHTEHCUBHOCTBIO;
Bonee yeM B NoNioBKHE cyyaeB BoobLLe OTCYTCTBYET, YacTo-
Ta ee peructpaumm He npesbiwaet 27-50 %; B 20 % cnyyaes
6onb ncxoHo nokanusyetcs B cnuue [10]. CumnToMbl Mexa-
HUYECKON KENTYXM — WUKTEPUYHOCTb KOXM, 3yA, obecupe-
YeHHBbIN Kan u ap. — BoisenaTca y 30-79 % naumenTos [11]
u3-3a coyetaHHoro ¢ AU IgG4-CX c pa3BuTMEM cTeHO3a
MHTPanaHKpeaTU4eCcKoM YacTu 0BLLEro enyHoro npoToKa
W/Mnu pucTanbHee pacnonoXeHHbIX CTPUKTYP JKeNyeBbiBO-
OALMX MyTen, yalle Xoneaoxa MM obLiero neyeHoUHoro
MPOTOKa, 30Hbl BrdypKaumn. CuMNTOMbI HecneunpuyecKon
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pucnencum (10 %). HapylueHne 3K30- U 3HLOKPUHHOW BYHK-
umm MK, npu 3toM TMnU4HO BbICTPOE NporpeccupoBaHue
NaHKpeaTM4ecKoM HeLOCTaTOYHOCTU BCNEACTBUE Bblpa-
JKEHHOW BOCMaNUTENbHON MHPUIBLTPALMM NaHKPeaTUYECKUX
OCTPOBKOB M aLyHycoB. TeueHWe avabeTa npy 3TOM OTHOCUTENb-
Ho bonee bnaronpusTHOE (N0 CPaBHEHMIO C APYTUMM 3TUONOTU-
yeckummn opMamm XI) ¢ BO3MOXKHBIM YaCTUYHBIM 0BPaTHBIM
pasBUTMEM, a B Psfie CITy4aeB W MOJHOW peayKumen QyHKumo-
HaNbHbIX HapYLUEeHWM Ha (OHe MaToreHeTUYecKoW Tepanuu
KIIMHUYeCKuX cumnToMoB. OTMeyaeTca noxyfaHue Kak cnefi-
CTBME AHOPEKCUW U/WMK NIIOXO0 KOHTPOSMPYEMOrO CaxapHoro
[Amabeta, UMM KIMHUYECKM 3HAUMMON Manbabcopbumm B pe-
3ynbTate 3K30KPUHHOM MaHKpeaTUyecKoi HeLoCTaTOHHOCTU.
MoJKeT 0TMeYaTbCs acTEHUYECKMIA CMHAPOM (00LWas cnabocTb,
MOBbILLIEHHAs YTOM/ISEMOCTb) U CUMMTOMbI NOPaXKeHNs [pyrux
OpraHoB (CITHOHHBIX 3KeNes, NOYeK, NErkux, NeYeHu 1 ap.).

AWM coyeTaeTcs ¢ NaHKpeaTYecKoi runepdepMeHTeMm-
en B 36—45 % cnydaes, UTO He MOXET CIyKUTb cneuuduye-
CKUM [MarHoCTU4EeCKUM KpuTepueM. [vnepbunupybunemus,
CUHLpOM xonecTasa (30-60 % cnydaes).

XapaKTepHbIi Npu3HaKk mpu nabopaTopHOM Mcciepo-
BaHMM — runepramMmarnobynuHemus (yBenuuyenue IgG
n ocobeHHo 1gG4 >135 mr/an). Hannume pasnuyHbIx TMNoB
ayToaHTuTen (MMelT TONMbKO BCMOMOraTesibHoe 3Haue-
HWe): aHTUHYKIeapHble aHTUTeNa, aHTUTena K LMTonnasMe
Hentpodunos (p-ANCA), aHTUTena K Kap6oaHrugpase |, II
u IV TnoB, peBMaTonaHbIN GaKTop, aHTUTENA K NakTodeppu-
HY, aHTUINaKOMBILIEYHbIE aHTUTENA, aHTUMUTOXOHAPUANb-
Hble aHTUTena. OTMeyaeTcs MOBbILEHME YPOBHS TyMopoac-
coummpoBaHHoro aHtureHa CA 19-9, cHueHne aKTMBHOCTM
(paKumin KoMNeMeHTa.

Wcnonb3ys MeTOAMKM BM3yanu3auuu Mo AaHHBIM Yiib-
TpasBykoBoro uccnepoBanus (Y3W) ang gmarHocTuku Mo-
XeT ObITb MHPOPMATUBHO, HO YIKE Ha MO3LHUX CTaAMAX.
Hanbonee uyBCTBUTENbHBINA METOL BU3yanu3auuu Ans Oua-
rHocTukmn X1, B OCHOBHOM Ha paHHWX cTagusx 3abonesa-
Hus, — 3Hpockonuyeckoe Y3WU. MHdopMaTBHO npoBefe-
HMe MymbTUCTIMPaNbHOI KoMNbloTepHo! ToMorpadumn (MCKT),
MarHuTHO-pe3oHaHcHoi ToMorpadum (MPT). OgHako Hop-
MarbHble nokasatenn MPT n MarHUTHo-pe3oHaHCHas XonaH-
ruonaHkpeatorpadus (MPXIT) He MOryT UCKKOYaTb Hanuume
nerkux opm 3abonesanus. Busyanusupyetcs andoysHo-
yBenuyeHHas MK (anddysHas dopma), pexe oyarosoe 00-
pa3oBaHWe, UMUTUPYLOLLIEe onyXofb (oyaroBas dopma), up-
perynspHas Aunatauus BUPCyHroBa npoToka. KoHKpeMeHThl
1 ncesgokucTel B MK HabntopatoTcs A0BOMBHO pefKo.

Mo nokanu3auuu nopaxenus MK soigensiot ouddysHyro
1 oyaroByto hopMbl, NocieHAS U3 KOTOPbIX Hanbonee yacTo
BcTpeyaetcs B ronoBke [T 1 uMuTupyeT pak atoro opraHa,
0C0o6EeHHO MpU BOBJIEYEHUM B BOCMANIUTESIbHBIN MPOLIECC XO-
nepoxa (IgG4-CX) ¢ ero cyxeHueM n pa3BUTUEM MeXaHWUYe-
CKOM enTyxu. B 3HaunTenbHoI cTeneHn 3aTpyaHSeT NpoBe-
Aenve anddepeHumnanbHoi amarHoctukn AWM ¢ pakoM yacto
noBbILLEeHHbIN ypoBeHb CA 19-9, obnuraTHo nosbiLatoLLmiics
MpuW CMHAPOME XofecTasa 1oboro reHesa [2, 4, 5]
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3onoTblM cTaHpaptoM AauarHoctuku AWM cuutaetcs
TUCTONOTMYECKOE MccnefoBaHue. B 3aBucumMoctn oT pe-
3yNbTaToOB MUCTONIOTMYECKON KapTUHbI BbILENAT ABa TUMa:
| TMn — nuMdonnasMoLMTapHbI CKIepPO3UPYIOLLMIA NaH-
KpeaTu; |l TMN — naronaTMyecKnit NPOTOKOBO-KOHLEHTPH-
YECKWI NaHKPeaTuT C rpaHyNoLMTapHBIMU 3NUTEAMaNbHBIMU
MOBPEXAEHUAMY.

B 2009 r. 6bim pa3paboTaHbl AMArHOCTUHECKME KpUTEPUU
HISORt:

« ructonorus (Histology). OcHOBHOI KpuTepuii — cKile-
PO3UPYHLLMA NaHKpeaTUT ¢ NMMQOnIa3mMaTUyecKon
UHdUNbTpaumen, obunbHas (bonee 10 IgG4*-kneTok
B none 3peHus) UHGUAbTpauma TKanu MK nosutus-
HbIMW KNeTKaMm ¢ AByMsl 1 boniee npusHaKamu: nepu-
LyKTanbHas nuMdonnasMatnyeckas WHOUAbTpaLus,
obnuTepupytowmii Gnedut, MyapodopMHbii Grbpos.

+ Bu3yanu3auus (Imaging). MiaMeHeHus co CTOpOHBI Npo-
TOKOB: HEpPaBHOMEPHOE CYXKEHWe TNaBHOr0 MaHKpea-
Tryeckoro npotoka ([TIM), HepacLMPEHHBIA NPOTOK,
MHOECTBEHHbIE CTPUKTYpbl, HOKOBbIE BETBM, UCXO-
Aawme u3 obnactu CTpukTyp. M3MeHeHus co cTopo-
Hbl [IK: nuddysHoe yeennuenune MK, ¢ HeyeTKMMM
KOHTypaMu, 3ano3ganbiM HaKOMIeHMeM KOHTpacTa
B BUAe «0boaKa»;

« ceponorus (Serology) — noBbleHne ypoBHA lgG4
B CbIBOPOTKE KpoBw bonee 2 HopM (8140 Mro%);

+ BoBneyeHne apyrux opraHoB (Other organ involve-
ment) — CTPUKTYPbI XEMYHbIX NPOTOKOB, $MbpO3Upo-
BaHMe 3a0PIOLLMHHOI KIETYaTKW, NOPaXKEHWUE CIIHOHHbIX/
Cre3HbIX Kenes, MMpoafeHonaTs cpesocTeHus;

* peaKuMs Ha Tepanuio KopTuKocTepouaamu (Response
to steroid therapy) — ObICTpbIV NONOMUTENbHbIN 3d-
(eKT OT Tepanuu CTeponaamu per os.

[lnarHoctuyeckue Kputepum 4akoT TpU YPOBHS BEPOSATHO-

CTU gmuarHocTuku AU,
YpoBeHb A — TWUNWYHblE TUCTONOrMYECKME MPU3HAKMU.
Hanuuue ogHoro unu bonee 13 cnenyioLmx NprU3HaKoB:

* Y4YaCTOK TKaHW C XapaKTepHbIMM 0COBEHHOCTAMM IUM-
(honnasmaumTapHOro CKIepo3MpYIOLLEro MaHKpeaTuTa;

+ =10 IgG4*-kneToK B none 3peHus Ha hoHe NuMdo-
nna3maLuTapHoi UHQUIBTPaLMK.

YpoBeHb B — TunnuHbIe NlabopaTopHO-MHCTpYMeHTanb-

Hble faHHble. Hanuume Bcex NpU3HaKoB:

+ nudodysHoe ysenmuenue MK no gaHHbIM KT/MPT ¢ oT-
CPOYEHHBIM KOHTPACTHbIM YCWSIEHMEM W HanM4neM
0b0fKa («kancynan);

+ aubdysHasa HepaBHoMepHocCTb npoceeTa [N npu 3H-
LOCKOMUYECKON PeTPOrpasHoN NaHKpeaTMKorpapuu;

* noBbiLeHWe YpoBHA IgG4 CbIBOpOTKM.

YpoBeHb C — NOMOXUTENbHBIA OTBET HAa CTEPOMULHbIE

ropMoHbI. Hannume Bcex npusHaKos:

*  UCKJIOYEHME BCEX MPOYMX NpuumH nopaxenus MK;

* noBblILleHWe ypoBHA IgG4 CbIBOPOTKM UNW NopaxeHue
OpYrux OpraHoB, MOATBEPKAEHHOe 0OHapyxeHuem
bonbLuoro Konmyectsa lgG4*-KneTok;
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* WCYE3HOBEHWE / 3HAUMTENbHOE YMyulleHue MaHKpea-
TUYECKWUX WNM  BHEMAHKPEATUYECKUX M3MEHEHUI
Ha OHe Tepanuu CTepouLaMu.

TakuM 0Bpa3oM, OCHOBHbIE OTAIMYMSA rUCTOMAToNornYe-
ckux TunoB AUI npeacTaBneHsl B Tabnuue.

XoTs bonbwmHCTBO pe3ynbTatoB Busyanusaumn (K
He cneumduyHbl ans AWM, B coyeTaHnm ¢ KIIMHUYECKUMM CUM-
MTOMaMM HEKOTOPble pe3ynbTaTbl HABOAAT Ha Mbicib 06 AUT.
Kancynoobpa3sHoe ynnoTHeHue Kpas My aeten oTMedaeTcs
He 4acTo, HO ero BO3HUKHOBEHWE, M0-BUAMMOMY, NaTOrHOMO-
HWYHO Ans 3abonesaHus. Yale coobuiaetcs 06 yBenmueHuu
ronosku [H. XoTs oyaroBoe msmeHenne MK BcTpeyaetcs
peaKo, ero Heobxoaumo auddepeHUMpoBaTb OT 3M0Kaye-
CTBEHHbIX OMyXOJeW, TaKWX Kak naHKkpeaTobnacToma wmw
CONMAHbIE MCEBLOMANUNSPHbIE 3MUTEeNUanbHble HOBOOO-
pa30BaHuWs, KOTOPble YacTO MHKanCylMpoBaHbl U COAepXat
KUCTO3HbIE M CONMMAHblIE KOMMOHEHTHI. JlumMdpoma — ewle
0[lHa OYeHb pefiKas MpuYMHa oyaroBoro yBenuueHus M.
Mo cpaBHeHuto co B3pocbiMu [10], y feTen Yalle BCTpeYa-
JMCb 04aroBble, a He AnddysHble yennyenus M. HeposHo-
TV rnasHoro npotoka M n gucransbHoe cyxeHue xonepoxa
ABNAIOTCA HecneunduyecKUMM NpuU3HaKkaMmn W TaKxe Moryt
Habnopatecs y naumentoB ¢ XM uam 6unnonaHkpeatuyecku-
M 3abonieBaHMAMM 1060 Apyron aTMONOMMK UMK [axe Npu
NepBMYHOM CKIepo3upytoLLeM xonaHruTe. bonee nogpobHoe
onucanue natonoruv MK 1 npoTokoB ¢ Mcnonb3oBaHMEM
nonepeyHoii BU3yanu3aumum 3aTpyLHEHO U3-3a OrpaHUYeHHUil
pa3peLueHns MRCP y neteii paHHero Bo3spacTa [12] v peako-
ro ucnosb3osaHus ERCP no cpaBHeHuio co B3pocnbiMu [7].

MoBblLeHHbIN YpoBeHb 9G4 B cbiBOpOTKe N03BONSET MO-
nyMatb 06 AU y B3pocbIX, HO 3TOT MapKep UMeeT orpaHu-
UEHHYH LLleHHOCTb Y [ieTeid, MOCKOMbKY ToNbKO y 22 % peTeit
ypoBeHb |gG4 Obin Bbile HOpMbI. [ CpaBHEHWS, OKOJIO
65 % B3pocnbix naumenToB ¢ AUM tuna 1 u 25 % B3pocbIx
naumenToB ¢ AU TMna 2 uMetoT NoBbILLEHHbIE YPOBHHU lgG4.

[narno3 AUM moxeT BbiTb NOATBEPIKAEH TMCTONATONO-
TMYECKOW MAEHTUDUKALME NAaTOTHOMOHUYHBIX M XOPOLUO
OMMUCaHHbIX MPU3HAKOB ayTOBOCMAJIMTENIbHOMO MpoLecca
B 0bpas3ue TkaHm [THK. YacToe obHapyeHWe rpaHynouutap-
HbIX 3MUTENMaNbHbIX NOpaXeHnn B obpasuax Tkaum MKy ge-
Tei cooTBeTcTBOBaN0 6bl AWM TMNa 2 cornacHo KputepusM
B3pOC/IbIX.

Paspenenune aByx noarpynn AU, Takux KaK Te, 4TO onu-
CaHbl Y B3pOC/bIX, TPYAHO YCTaHOBUTL Y AeTeil. Mo AaHHbIM
NMTepaTypbl, TOSbKO Y OAHOro pebeHKa AMarHOCTMpoBaH
AYTOMMMYHHbIN MaHKPeaTUT B KOHTEKCTE CUCTEMHOrO 3abo-
NeBaHuA, CBA3aHHOro ¢ IgG4, W, TakuM 0bpasoM, ero MOXHO
ObINI0 0HO3HAYHO KnaccupuuMpoBaTh Kak uMetowmin AU
t1na 1. Ceponornyeckui aHanms IgG4 n UMMyHOOKpaLLMBaHWe
peaKko 6biBaloT nonoxutensHbiMu y aeten ¢ AWM. Xots rpa-
HyNOLMTapHOE 3NUTEeNUabHOE NopaXKeHe Yallle BCTpeyaeTcs
B [T y netein ¢ AW no cpaBHeHWO CO B3pOC/bIMM, TUCTO-
natonioruyeckme ocobeHHocTv nepmatpudeckoro AWM vacto
BKJTHOYAKOT COYETAHWE NOPAXKEHUS TPaHYNOLMTapHOro 3nuTe-
s, nIMMPonNasMoLMTapHO MHGUIbTpaLmMmM n dubposa.
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Table. Main features of AP histopathological types

Kputepuu / Criteria I Tun / | type

[ Tun /11 type

Bospact/non /
Age/Gender

Crapwe 50 net, npenMyLLeCTBEHHO MYXUMHbI /
Over 50 years old, mainly males

PaBHOMepHoe pacnpefieneHne BO BCEM Mupe,
Bo/bLUMHCTBO CiyyaeB u3 AnoHum u Kopem /
Even distribution all over the world, most cases
have been recorded in Japan and Korea

Bctpeyaemoctb /
Prevalence

YposHu IgG u IgG4 B nnas-
Me kposu / 1gG and IgG4
levels in blood plasma

MoBbileHHble / Increased

AyToaHTuTena B nnasme
Kposw / Autoantibodies in
blood plasma

Boissnatotcs / Can be identified

MpOTOKOBbIN 3nuTENMIA /

Duct epithelium CoxpaHeH / Is not disturbed

|gG4-accoummpoBaHHble MopaXeHus!, peaKo
A3BEHHBIN KOJIUT, Yallle CKIepo3vpYHOLLMIA X0NaH-
rut — 60 % (IgG4-CX), cuanoameHut — 13 %,
peTponepuToHeanbHbIii Grnbpos — 9 %, uHTep-
CTUUManbHBIA HedpuT — 9 %, nuMdoaaeHona-
s — 9 %, peonaut — 7 %, UHTEpCTMLMANb-
Hast THeBMoHNA — 7 %, ncespoonyxonm — 2 % /
IgG4-associated lesions, rare cases of ulcerative
colitis, more often sclerosing cholangitis — 60%
(IgG4-SCh), sialoadenitis — 13%, retroperito-
neal fibrosis — 9%, interstitial nephritis — 9%,
lymphoadenopathy — 9%, thyroiditis — 7%, inter-
stitial pneumonia — 7%, pseudotumour — 2%

Hanuume skcTpanaHkpea-
TUYECKUX NPOSIBNEHMIA /
Presence of extrapancre-
atic manifestations

NHbunbTpaums napeHxMbl NOAXeyLo4HO
xenesbl niuMdountamm u 1gG4-no3nTUBHBLIMM
nnasMoumTamu, MyapoopMHeIi Gubpos, 06-
nvtepupylowmii dnebut / Infiltration of pancreas
parenchyma by lymphocytes and IgG4-positive
plasmocytes, moiré-form fibrosis, obliterating
phlebitis

lMcTonormyeckue npusHaky /
Histological features

OTBeT Ha Tepanuio
KITMHWUYECKMUX CUMMNTOMOB /
Response to clinical symp-
tom therapy

Xopotwuwmii / Good

Monopble, Yallie 60NetoT KeHLLMHbI /
Young people, more often females

MpeumyLLecTBeHHo B EBpone u CLUA /
Predominantly in European countries and the USA

Yawue HopManbHeble / More often normal

He BbisiBnsiotca / Can not be identified

IpaHynouuTapHas fectpykums /
Granulocytic destruction

Yaue s3BeHHbI KonuT (IgG4-HeraTuBHBbIiA), BO3-
MOXHO COYeTaHWe C CMHPOMOM 3BaHca U TMpeo-
nautoM Xawmmorto / More often ulcerative colitis
(IgG4-negative), combination with Evans syndrome
and Hashimoto's thyroiditis

MepuayKTanbHas nuMdonnasMatuieckas UHQUb-
Tpauua u ¢bnebut, Ho OH MeHee BbIPAXKEH, YeM
npu | TMNe; TMNMYHA MHPUNBTPaLMSA CTEHKW NPOTO-
KOB HeMTpoGuUNbHLIMM rpaHynoumTamm / Periductal
lymphoplasmatic infiltration and phlebitis, but it is
presented less than in case of | type, infiltration of
duct wall by neutrophilic granulocytes

He Bo Bcex cnyyasx / Not in every case

B obweti cnoxHocTtn 27 % petent n 10-20 % B3pocibix [8]
Cc anarHosoM AWM uMetoT conyTcTBYyIOLLME UMMYHHBIE/BOC-
nanuTesibHble 3aboneBaHus, 0CODEHHO S3BEHHBINA KOJUT.
Ocraetca BbICHUTb, NepexoauT n Bocnanenume MK Ha Ku-
LWEYHUK B ITUX CNy4asX WM e BOCMaNeHMe KMLLEYHMKa
pacnpocTpaHsietcs Ha M. B Hawmx cnyyasx coyetaHus
C BOCManuUTeNbHbIMM 3aD0N1eBaHUAMM KULLIEYHWKA He npo-
CNeXMBaNoch.

B HacTosee BpeMs CTaHAapTHbIM neveHneM AU cum-
TaeTcA Tepanus KOpTUKOcTepouzamu. TepaneBTUYECKUI
nogxon K AWM co BpemeHeM npeTepnen 3HauuUTeNbHbIE
u3MeHeHus. BHauane 6bina npepnpuHaTa onepauus ans
NOATBEPKAEHUA XapaKTepa HoBoobpasosanus MK w/unm
JPEHUPOBaHMA 3aKYMOPEHHOr0 JenyHoro npoToka. IPXMT

DOI: https://doi.org/10.17816/PED144113-123

Ucmonb3oBanach AN CTEHTUPOBAHUS Xonefoxa y [AeTeil
C MEeXaHWYeCKOM XeNTyxol. B HacTosLee BpeMs 3TOT noj-
X0/, B OCHOBHOM 3aMeHeH NpOBHOI Tepanueii KOPTUKOCTEPO-
noamu. [loza MHAYKUMM KOPTUKOCTEPOWAOB, UCMOb3yeMas
y netent [1-1,5 Mr/(kr - peHb)], bbina Bbllle, YeM peKoMeH-
pyeMas 1o3a [0,6—1 Mr/(kr - penb)] ans B3pocnbix ¢ AWM.
Y 92 % peteil KIIMHMYECKOE YNyYLLEHWE NOCTE MPUeMa Kop-
TUKocTeponzoB. MHtepecHo, uto y 17 % nauueHToB ¢ AU
bonesHb pa3pelumnacb 6e3 Kakoro-nmbo nevenms. B otcyT-
CTBME CPABHUTENbHBIX UCCNIeA0BaHWI MM UCCTIEA0BAHUN pe-
3yNbTaToB Y AETEN CYMTAETCS ONpaBLAHHBIM OrPaHNYEHHBIN
Mo BPEMEHU KYPC NEYEHUs! KOPTUKOCTEPOMLAMU NPU OCTPbIX
CMMNTOMax NaHKpeaTWTa, KOTOPbIW TaKXKe MOXeT MpepoT-
BpaTUTb JONITOCPOYHbIE OCNOXHEHUS HegocTatouHocTH M.
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3 heKTMBHOCTb TEpanuM KIIMHUYECKUX CUMMTOMOB OLie-
HWBAETCA N0 CNEAYIOLMM KPUTEPUSAM: peLyKums bruoxumu-
YECKMX MapKEepOB X0JIECTa3a; YMEHbLUEHWE KOHLLEHTPaLMUu
B nia3Me KpoBu YpoBHA 1gG4 M pasnnyHbIX ayToaHTUTEN
(B Cyyae UX UCXOAHOTO MOBLILLEHWS); NMONOXMTENbHAA AWHA-
MWKa M0 AaHHBIM MHCTPYMEHTaNbHbIX METOA0B MCC/ef0Ba-
HUS — yYMeHbLLEHWEe Pa3MepoB M BOCCTaHOBJIEHWE CTPYKTYpbI
MK (pepyKums runoaxoreHHOCTH); peLyKumMs UpperynspHoro
cTeHo3a [TIM; cTabunusaums TeyeHust (MM peayKums) caxap-
HOro amabeTta; YMeHbLUEHWE MPOSBEHUA 3K3OKPUHHOW He-
poctatoyHocTn [K; perpecc TMNMYHBIX MOPQONOrMYECcKUX
npu3sHako AWM no gaHHbIM anHammnueckoit TAB; ynyuiieHne
TEYeHWa ConyTCTBYHOLLEN nopaxenuto MK natonorum opyrux
OpraHos.

KJIMHWYECKUIA MPUMEP Ne 1

[leBouka, 4 ropa, noctynuna B craumoHap CaHKT-
MeTepbypra c anobamu Ha Bonu B KUBOTE, MpenMyLLe-
CTBEHHO B 06/1aCTW NyMKa, MHOTOKPaTHyK PBOTY C MpUMe-
Cbl0 XKenuu, CTyn oopMIeHHbIN, TeMnepaTypa HopMarbHas.
BonbHa B TeueHue CyToK.

06BEeKTUBHO: COCTOSHME TSKEN0oe. YMEPEHHO BbipaXeHl
MPU3HaKN 3KCUKO3a, BAnas, co3HaHue sicHoe. Koxa breg-
Hasi, Y1cTasl, «MpaMOpHOCTb» AMCTabHbIX OTAENIOB KOHEeY-
HocTen. CnmsucTble pTa sipKKe, Cyxue, A3blK 06110XKeH besbiM
HanetoM. ToHbI cepaua pUTMUYHBIE, 3BYYHbIE, TaXMKapAMs
123 ya/MuH, aptepuancbHoe aasnedue 120/60 MM pr. cT.
[lbixaHue Be3uKynspHoe, XpUnoB HeT. }MBOT MATKUN, yMe-
peHHO bone3HeHHbI B 0bnacTu mynKa, pearvpyeT Ha ry-
bokyto nanbnauuio B 3o0He LWoddapa. MeyeHb n ceneseHka
He yBenuueHbl. CTyn mocne KAu3Mbl, 0QOpPMAEHHbIN, be3
naTosiorMyeckux npumeceil. MoyencnyckaHue cBobogHoe,
be3bone3HeHHoe.

[laHHble aHaMHe3a: JaHHbIA NpUCTYN TPETUA MO CYeTy
B TeyeHue ropa. 0ba nmpedbloylumx npucTyna npoTeKanm
aHanornyHo — 6onn B XKMBOTe, MOBTOPHas pBOTA C Npu-
MECbl0 KeNuM, HOpManbHbIM CTy, HOpManbHas TeMmne-
patypa. Bo Bpems npedbigywux NpUCTYNoB OTMeYanocb
MOBbILIEHNE YPOBHA amunasbl KpoBu: 1-W npuctyn —
0o 316 En/n, 2-i npuctyn — go 1197 Ea/n (N mo 125 En/n),
no paHHbiM Y3W pasmepbl u ctpyktypa MK n3MeHeHbl
He Oblnu.

PaHHuin aHamHe3 6e3 ocobeHHocTei. Pocna u passuBa-
nacb COOTBETCTBEHHO Bo3pacTy. [pyrumu 6onesHsMu He 6o-
nena. OTMeyanucb pefKkue annepruyeckue peakumm Ha um-
TPYCOBbIE M MEHULMANWH B BUAE Cbinu. lpuBuTa no Bo3pacTy.
CnyyaeB naHKpeaTuTa, caxapHoro avaberta cpeau pofcTBeH-
HUKOB HeT.

JlabopatopHble AaHHble:

* B KIMHWMYECKOM aHanu3e KpPoBM — TFEeMOro-

6uH 133 r/n, aputpountsl 4,7 - 10'2/n, neikounTsl
17,7 - 10°/n, nanoukosnepHble 1, cermeHToszep-
Hble 89, 303uHodunbl 0, 6a3odmnbl 0, nuMdounTs 5,
MoHouuTbl 5, CO3 20 MM/y;
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¢ B OMOXMMMYECKOM aHanu3e KpoBM — aMunasa
1565 En/n, rnoko3a 5,6 MM/n, anaHMHaMUHOTpaHC-
depasa 18,1 Ep/n, acnaptatamuHoTpaHcdepasa
32,2 Epn/n, MoueBuHa 5,4 MM/n, 0bLumii benok 76,4 r/n,
nakTataermaporeHasa 578 Ep/n, ramma-rnytamun-
TpaHcdepasa 11 en/n, GunupybuH obwmin 16,4 Mm/n,
npsmoit 1,1 MM/n, xonectepuH 3,3 MM/, TpUrAULEpK-
Abl 0,3 Mm/n, B-nunonpotenabl 358 e,

AHanusbl Moum, Kana B HopMe, NoceB Kana — OTp.

[aHHble Y3W: MK yBenuueHa B pa3Mepax (ronoBKa
1,9 c™, Teno 1,6 cM, xBoCT 2,5 CM).

CTpyKTypa OAHOPOAHAs, 3XOreHHOCTb MOBLILLEHA, Kar-
Cyna 4YeTKO KOHTYpupyeT, HepoBHas. BupcyHroe npotok
paclumpeH o 1,2 MM, CTEHKW YMNOTHEHbI, BULHbI HOKOBbIE
MPOTOKM.

¥enuHbin ny3bipb yMepeHHo yBenndeH (7,0 x 2,4 cm),
xonenox 0,2 cM. CTeHKM poBHbIe, He YTOMLLEHbI, BHYTPUNO-
NOCTHBIX CUTHamNoB HeT.

MeyeHb, MoYKM, ceneseHKa — be3 natonorum.

OueHKa 3K30KPUHHOW M 3HAOKPUHHOW GyHKuMK [THK:
ypoBeHb 3nacTasbl-1 B Kane — 92 MKr/r.

[lHeBHble KonebaHMs TOKO3bl B KPOBW: HaTo-
wak — 3,9 mm/n, yepes yac nocne eabl — 8,8 MM/n, Yepes
24— 5,4 mm/n.

NmmyHonorudeckoe uccnegoanue: 196 (Mr/mn): Ig61 —
6,5 (N 2,3-6,4),1g62 — 4,0 (N 0,3-4,5), IgG3 — 1,4 (N 0,1-1,1),
lgG4 — 1,6 (N 0,1-0,8). ANA < 1: 40 (N).

Antutena K gBycnupaneHoii IHK MetogoM ummyHHodep-
MeHTHoro aHanusa — 5,1 En/mn (N).

AHTUTENa K ocTpoBKOBLIM KieTkaM [T (ICA) — 1:10
(N <1:5).

AnTnopranHble aHtutena k MK — 2,5 (N < 1,1).

KnuHuyeckuin puarHo3: «XpoHUYECKUA ayTOMMMYHHBIN
naHKpeaTuT. YrpoxaeMas no caxapHoMy auabety».

JleyeHne B ocTpblii nepuod: MHQY3MOHHas Tepanus
W KOPPEKLMSA 3NMEKTPOSIUTHBIX PacCTPONCTB, OKTPEOTUA, MEH-
TOKCUUINWH, aHTUBMOTUKM, aHANbreTUKY, NPOKUHETUKM.

[lanbHewwee neyeHue: NpeSHM300H B fo3e 1 Mr/(Kr - cyT),
naHkpeatuH B go3e 2000 Ep/(kr - cyT) nMnasbl.

KoHTponb Yepe3s 2 Hef.: amunasa Kposu 58 Ea/n. [IHes-
Hble KoNebaHus rMoKo3bl B KPOBU: HATOWAK — 4,4 MM/,
yepes yac nocne egbl — 5,9 MM/, yepe3 2 4 — 5,2 MM/n

Y3W: MK HopManbHbIX pasmepoB (ronoeka 1,5 ¢M, Teno
0,9 cMm, xBocT 1,0 cM), BUPCYHrOB NPOTOK He BU3Yyanu3upy-
etcsl.

KaTaMHe3: nocsie nocTeneHHOro CHUXEHWS NpeLHU30J10-
Ha 1 ero oTMeHbl Yepes 6 Mec. COCTOSIHME [1eBOYKYW OCTaBa-
N0Cb YA,0BNIETBOPUTENBHBIM, HO 3aTeM, CrycTs 2 Mec., OHa
BHOBb Oblla rocnuTanMavpoBaHa c NpUCTYNoM MaHKpeaTuTa.
Mo aaHHbIM Y3W: MK yBenmyeHa B pa3Mepax, IXOreHHOCTb
HepaBHOMepHas, C yyacTKamu ¢ubposa, HesHauuTenb-
HOe pacCLUMpeHWe BUPCYHroBa MPOTOKAa. AMWnasa KpoBw
1820 En/n. YpoBeHb 3nactasbl-1 B Kane 92 mkr/r. Mpous-
BeaeHa MPXIT, u3MeHeHWii B Jen4HbIX NPOTOKAX 1 NMPOTOKax
MK He BbIsBNIEHO.
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BHoBb HauaTta Tepanus npeAHU30noHoM B Ao3e 1 Mr/kr.
YuuTbIBas CHUKEHWE YPOBHS 3nacTasbl-1 B Kane, HasHaueH
naHkpeatuH B fo3e 20000 Eg nunasbl B cyTku. CocTosiHue fe-
BOYKYM YNyHLUMOCh, YMeHbLUMAKCH pa3Mepbl MK, Ho ypoBeHb
aMunasbl 0CTaBasCst HEMHOro NoBbILeHHbIM (130-150 En/n).
YunTbiBas peLMaMBMPYIOLLMIA XapaKTep 3aboneBaHus, 0bo-
CTPeHue nocne npeaplayLLel 0TMeHbI NPeSHU3010Ha, Ha oHe
CHWXEHWUA [03bl BO BpeMS MOBTOPHOIO Kypca NpefHN3010Ha
Bbin Ha3HaueH MepKanTonypuH B Ao3e 1 Mr/(Kr - cyT).

[leBouKa Habnwopaetcs B kKnuHuke C6IMTIMY po Hactos-
LLero BPEMEHU, B TeUEHME 2 NIeT Ha (QoHe npueMa MepKan-
TOMypWHA U NaHKpeaTMHa 060CTPeHU A NaHKpeaTUTa He Ha-
bnopanock, ypoBeHb aMunasbl HopMarbHbIN, pasmepsl MK,
no AaHHbiM Y3W, B npepenax HOpMbl, BUPCYHrOB MPOTOK
He pacLuMpeH. YpoBeHb 3nacTasbl-1 B kane — 320 MKr/r.

KJIMHWYECKUIA NMPUMEP Ne 2

[leBouKa, 15 neT, NocTynuia B MUKPOXMPYPruyecKoe oT-
penenue CI6IMMY ¢ ouarHo3oM «onyxosb NOAKey404HOM
Xene3bl».

Y pebeHKa mosBunuch Xanobbl Ha 6oan B anuracTpuu,
KOoTOpble 3aTeM MnepeMecTUnMCb B JieBoe noapebepbe.
06patunuck K neguatpy no MecTy uTenbCcTBa. bbino Beinon-
HeHo Y3W: npu3HaKkn OUCKMHE3WUW XKeN4yeBbIBOLALLMX NYTeN,
Hebonbwme anddysHole nsmeHenns K. B brnoxummyeckom
aHann3e KPOBW OTMEYEHO MOBLILLEHWE 3HAYEHUI aMunasbl
no 589 En/n. Nocnutanusaums He npeasioxeHa. Yepes He-
Lo 0TMEYaeT NOSBIEHNE HKENTYLUHOCTU CKITEP U KOXHbIX
MoKpoBoB. [loTeMHeHMe MouM, OCBET/IEHME Karla.

3aTeM BHOBb OTMeYanoch nosBneHne bonesoro cuHapo-
Ma. MoBTOpHO NpoBeAeHo Y3, Ha KOTOPOM BbINo BhISIBIEHO
obpa3oBaHue B 0bnacti ronosku MK (puc. 1) u paciumpenme
BMpCyHroBa npotoka (puc. 2). OT rocnutanusauum B ropog-
CKyt0 BOMbHULYY MaTb 0TKa3anachb.

Gore GO) )

Puc. 1. YnbTpassykoBoe uccnefoBaHWe OpraHoB OpIOLLHOM no-
nocTn pebeHKa ¢ ayTOMMMYHHBIM NaHKPeaTUTOM: OMyX0NeBUHOE
0bpa3oBaHWe NOAXKENYA04HON XKenesbl

Fig. 1. Ultrasound examination of abdominal cavity organs of a
child with AIP: tumor-like formation of pancreas
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Mo HanpaBneHuio, BbiAAHHOMY MOSMKIIMHUKOW MO MECTy
XuTenbCcTBa, obpatunack B CI6IMIY.

OB BLEKTUBHO: COCTOSHUE YLOBNETBOPUTENBHOE MO CaMOYYB-
cTBUI0. KoXKHble MOKPOBbI YMCTbIE, HEMTYLLHON OKPackM, UKTe-
PUYHOCTb CKIlep. 3eB CroKoeH. [lbixaHue NpoBOAKTCSA BO BCe OT-
Lenbl, XpUnoB HeT. ToHbI cepaLa SicHbIe, 3By4HbIE, PUTMUAYHBIE.
YacroTa cepaeyHbIX COKpaLLleHuii 76 B MuHYTY. YuBoT 6e360-
Ne3HEHHBbIN Bo Beex oTaenax. [oscHnyHas obnactb cuMMeTpuy-
Has, besbonesHeHHas. CTyn, co cnoB NaLMeHTa, CBETIILIN.

JlabopatopHoe obcnefoBaHuMe: NOBbLILLEHWE TpaHCaMM-
Has — a/laHMHaMuHoTpaHcdepasa 209 Ea/n, acnaptatamu-
HoTpaHcdepasa 147 En/n, GunupybuH obimii 123 MkMonb/n
(NpsiMoid 83 MKMonb/n), ramMma-rayTaMunTpaHcepasa
412 En/n, wenoyHas docdarasa 305 En/n, amunasa 336 En/n.

KoHcynbTipoBaHa OHKO/IOTOM: peKOMeH[0BaHo uccre-
[0BaHMe Ha OHKOMapKepbl B KpoBu, buoncus obpasoBaHus
C uenbio Bepudmkaumm onyxonu, KT, MPT.

MCKT: B npoekuun ronosku [ npocnexusaetcs
OKpYrnoe naTosiorMyeckoe 0bpa3oBaHWe C HEYETKUMM, He-
POBHbIMU KOHTYpaMM, OKPYXEHHOE COCyAaMu, pa3Mepamu
30 x 40 x 60 MM. MeseHTepuanbHble W napaaopTanbHble
nMMaTUYECKUE Y3/bl He YBENUYEHDI.

MPXTI: MP-npu3Haku 0BCTpyKUMM Xoniefoxa U BUPCYH-
roBa MpOTOKa BCNEACTBME MaTONIOrMYecKoro 0bpasoBaHus
ronosku [HK. Xonegox pacwupeH go 13,5 MM. BupcyHros
MPOTOK paclumpeH Ao 5,0 MM (puc. 2, 3).

BbinonHeHa YpecKoXHas YpecrneyeHoYHas XonaHrmocTo-
MWS! MOJ, YNbTPa3BYKOBLIM U PEHTIEHONIOMMYECKUM KOHTpO-
neM. Hapy)XHOBHYTpeHHee peHWpOoBaHWe (CTEHTUPOBaHWE)
06LLero maHKpeaTM4ecKoro NpoToKa M 06LLero XenyHoro
npoTokKa. TpenaHbroncus HoBoobpasoBaHms ronosku MK,

[leBouka Haxogmnacb B YCOBUSIX OTAENEHUs peaHnMa-
umn. lMonyyana aHTMOMOTMKOTEpaNuio, aHTUCEKPETOPHYH
U UHQY3MOHHYK Tepamuio. [locneonepaumnoHHbIA Nepuos
npoTeKan rnafKo.

Puc. 2. MarHuTHO-pe3oHaHCHasA XxonaHruonaHkpeatorpadus
pebeHKa ¢ ayTOMMMYHHbIM MaHKPeaTUTOM A0 JieYeHUss — pac-
LUMpEeHMe BUPCYHIOBa NPOTOKa

Fig. 2. Magnetic resonance cholangiopancreatography of a child
with AIP before treatment — dilatation of Wirsung's duct
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Puc. 3. MaruuTHo-pe3oHaHCHas XxoNaHryonaHKpeaTorpagus pebeHka ¢ ayTOUMMyHHbIM MaHKPeaTUTOM [0 JiedeHUss — pacluMpeHme

Xosiefoxa U BUPCYHroBa npoToKa

Fig. 3. Magnetic resonance cholangiopancreatography of a child with AIP before treatment — dilatation of choledochous and

Wirsung's ducts

BbinonHeHo NpoMbiBaHWe ApeHaa ¢ KOHTPacTUPOBaHH-
eM. Ha 3KkpaHe: xopoLuasi NPOXOAMMOCTb LpeHaxa, NPOHMK-
HOBEHME KOHTpAacTa B iBEHaALIaTUNEPCTHYIO KMLLKY, 3aTEKOB
HeT. Bbifio NpUHATO pelleHne 0 MPeKpaLLeHNn HapyKHOro
LpPEeHMPOBaHUs KenuHbIX nyTei. [ipeHax nepekpbiT. Hauato
3HTepasnbHOe KOpMITEHME.

OHKOMapKepbl: 0TpULIATENbHbIE.

WHcynuu 19,4 MKME/mn (2,0-25,0).

IgM 1,30 r/g (0,7-2,8). IgA 2,49 r/n (0,85-4,5).
IgG 7,50 r/n (7-16).

MaTonoroaHatoMuyeckoe 3aknioyeHne (HauuoHanb-
HbIi MELULMHCKUIA UCCNef0BaTeNIbCKUM LIEHTP OHKOMOruM
uM. H.H. MeTtpoBa): «Mopdonornyeckas KapTuHa MOXeT Co-
OTBETCTBOBAaTb XPOHMYECKOMY WHAYPATUBHOMY MaHKpeaTuTy
MWHMMaIbHOW CTENeHW aKTUBHOCTW. B mpepenax maHHoro
BronTaTa oMyXxoNneBoro NOPaXeHUs He BbIABIIEHOY.

MwKpocKkonuyeckoe onucanue (HaumoHanbHbI Meau-
LMHCKMIA UCCnesoBaTeNbCKUNA LEHTP [LETCKOW reMaroso-
UM, OHKONOMMW W MMMyHomOrMM M. [OMutpus Porayesa):
«Martepuan o4eHb ManeHbKoro 06bema, NpeaCcTaBlieH Urofb-
HbIM buonTaToM MK ¢ MaccMBHBIM MHTEPCTULMAMBHBIM (H-
Bp0O30M, r’ManMHO30M U BbIPAXKEHHBIM CKI1EPO30M KPOBEHOC-
HbIx cocynoB. OcTaTKW aUMHApHOro «annapaTa» U NpoTOKOB
ByKBanbHO 3aMypoBaHbl B MJIOTHYH BOJIOKHUCTYH TKaHb,
0TMEYaeTcs HepaBHOMEpHas NnasMouuTapHas UHGUNbTpa-
LM C HeDONbLUMM KONIMYeCTBOM Menkux numdoumtos (CD3*,
CD20%), pacnonoxeHHas NpeuMyLLecTBEHHO BOKPYr MpoTo-
KoB (3kcnpeccusa CK7, PCK). Mna3matuyeckue KNeTKM 3Kc-
npeccupytoT CD38, TotanbHo no3uTueHble IgG, HebonbLuas
YacTb M3 3TUX MO3UTUBHBIX KIETOK 3KcnpeccupyioT 1gG4.
3aknoueHue: «B npenenax uccnesyeMoro Matepuana Mano-
ro AMarHoCTUYeCKOro 06beMa BbiSIBNEHbI NPU3HAKK, He UC-
Knyatowme Hanuune 1gG4-accouMmpoBaHHOro ayTouUM-
MYHHOr0 naHKkpeatuTa. PekoMeHpoBaHo onpefenenve lgG4
B CbIBOPOTKE KPOBM, KOHCYbTaLMA MMMYHOMOMa».

KnuHuyecknin anarHo3: «AyTOMMMYHHBIA XpPOHUYECKUH
MaHKpeaTUT C MPEMMYLLECTBEHHBIM MOPa)KEHWEM FOJIOBKY

DOI: https://doi.org/10.17816/PED144113-123

pancreas. ®1bpo3 ronosku M. BTopuyHbI 06CTPYKTUBHBII
xonecras. MexaHudecKas xentyxa».

HasHaueHa Tepanus npefHuU3010HOM B fo3e 40 Mr/cyT.

3nactasa 62 MKr (npu HopMe bonee 200), 4To cooTBeT-
CTBYET TSIKENOW CTENeHW HeAO0CTaTOYHOCTW 3IK3OKPUHHOW
ObyHKuMKM MK,

lgG4 B kpoBm 0,13 r/n (0,1-1,35 r/n, yto cooTBeTCTBYET
HopMe).

YuntbiBas HopManbHbld ypoBeHb 1G4 B KpoBw, reHes
naHKpeaTuTa noTpeboBan yTouHeHHA.

BbinonHeHo reHeTMUecKoe MCCNeAoBaHWE Ha Hacnep-
CTBEHHbIN MaHKPeaTUT — MyTaLWi He BbISBNEHO.

YuuTbiBas HEAOCTATOYHOCTb 3K30KPUHHON ByHKLMK MK,
Ha3HayeHa 3aMecTUTeNbHas (hepMeHTOTepanus npenaparoMm
naHkpeatuHa B fo3e 20000 En 3 pa3a B ieHb Ha OCHOBHbIE
npvembl nuwm 1 10000 Ex — Ha «nepeKycol».

B avHamuKe: HopManu3aums GUoXMMUUYECKUX NOKa3aTenen.

KT (KOHTponb): MpW COMOCTaBNEHMM C AaHHLIMU MNpe-
abipywein MCKT nonoxutenbHas AMHaMMKA — YMEHbLUK-
Nacb CTeneHb pacLUMpeHnst BUPCYHroBa NpOTOKa A0 ~3 MM
(paHee ~5 MM). OTMeuaeTcs TaKKe yMeHbLUEHWe pa3MepoB
M} B obnact Tena n xBocta (13 x 15 MM cOOTBETCTBEHHO).
MepecTanu npocnexuBatbecs MHOUNLTpPaLMs B NapanaHKkpea-
TUYECKOM KIETYATKe U CKOMJIEHME XUOKOCTU B 3TOM 0bnacTu.
Coxpansietca yBenuyenne ronosku MK po 30 x 40 mm
(Henb3s UCKMOUMTL YMeHbLUeHUs Ha 1-2 mMm). CTpyKTypa ee
HeofiHopoaHas, ¢ bonee NNOTHbIMM yyacTKamu (mo 45 HU
B CPaBHEHWUM C ocTanbHbIMU oTAenamu 40 HU).

KoHTypbl 3Kenesbl MenkodectoHyatble. KoHTpactupoBaHme
CBOEBPEMEHHOE, J0CTaTO4YHO FOMOreHHOE, AMaMeTPoM [0 14 MM.

YenuHbiii ny3bipb Tyro 3anonteH. ConepxviMoe be3 oco-
beHHocTei.

KpaHvokaypanbHbldi pasmep nedvenn 135 M. [not-
HOCTHble MoKa3saTtenu napeHxumbl 65 HU. CtpykTypa ofHo-
poaHas. BHyTpuneyYeHoUHbIE KenYHbIe NPOTOKU PACLUMPEHbI
10 3—4 MM (neBbIii — paHee o 10 MM; npaBbIii — 63 AnHa-
MUKY). BHeneyYeHoUHbIe JKeNyHble MPOTOKW 3aPEHNPOBaHbI.
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Puc. 4. MHFHMTHO-pE30HaHCHaﬂ XOJ'IaHFMOI'IaHeraTOFpad)VIﬂ peGeHKa C aQyTOUMMYHHbIM NaHKPeaTuToOM B JUHAMUKE Ha ¢0He NlevyeHus:

pa3Mepbl Xonenoxa U BUPCyHroBa NpPoToKa yMeHbLUUTNCh

Fig. 4. Magnetic resonance cholangiopancreatography of a child with AIP in dynamics during treatment: the size of choledochous and

Wirsung's ducts has diminished

HenuHblii Ny3bipb TUMMYHO PacrONOXEH, YBEIMYEH B pas-
Mepax (120 x 38 MM), uMeeTca nepernd B 0bnacTu LLeiiKK,
CTEHKA My3bIps TOMLUMHOW [0 2 MM, PEHTrEHOKOHTPAaCTHbIX
KOHKPEMEHTOB He BbifiB/IeH0. Pa3mepbl ceneseHku He yBe-
JIMYEHBI, COXpaHseTcs A0baBoYHas 4OMbKa.

3akntouenve: KT-kapTuHa yBennyeHus pasMepoB U He-
ofHoponHocTy cTpykTypbl MK B 06nactu ronosku. Monoxu-
TeSlbHas AMHaMWKa B CPaBHEHWM C [LaHHbIMU MpefblayLLen
MCKT (puc. 4).

Y naumeHTKM yCTaHOBNEH APEHUPYIOLLMIA TPAHCNEYeHOY-
HbIi KaTeTep. [TnaHupyeTca AnnTeNbHOE CTOSHWE YKa3aHHOro
KaTeTepa C LiefIbi YNTyYLLEHNS eNYHOro SpeHaxa B TeyeHmne
1,5-2 neT, B 3aBUCHMOCTU OT TeuyeHns 3aboneBanus. Heob-
XOAMMO BbINOSIHEHWE eXKECYTOYHOr0 NPOMbIBaHMs KaTeTepa,
npu HeobxoaMMOCTU — €ero 3aMeHa.

BbinucaHa B y0BNETBOPUTENBHOM COCTOSIHUM.

PexkomenpoBaHo:

1. HabniopeHne xupypra v ractpoaHTeposnora.

2. [anbHeiLee nocTeneHHoe paclLMpeHue aueTbl.

3. ®epMeHTOTEpanMs NpenapaToM naHKpeaTMHa — npo-
LOKWUTb MPUHUMATL B TeyeHue 1 Mec., mocnie NpuHMMaTh
no 1 kancyne 3 pasa B geHb (go3a 10000 Eg).

4, KoHTponb BroxmMmyecKkux nokasatesiei Kposwm.

5. [lneTa ¢ UCKNKYEHNEM HUPHOI W XKapeHOW NULLK.

6. KontponbHoe KT-uccnepnoBanme yepes 3 Mec.

7. NocTosHHOE NPOMbIBaHWE ApEHaXa.

3AKJIK4EHUE

AWM — yHuKanbHas dopMa naHkpeatuta. [uarHos AWM
y LeTel OCHOBLIBAETCS HAa COYETAHUM KIMHUYECKUX CUM-
MTOMOB W SIBHbIX NaTtonorui napeHxumsl MK, npotokos MK
/WA ENYHBIX NPOTOKOB, BO3MOXHO, LLOMOIHEHHbIX TUCTO-
NaTos0rMyeckUMm AaHHbIMU. OCHOBHBIM METOAOM Bbibopa
Tepanuu SBASIOTCA KOPTUKOCTEPOMUABI C MOTEHLMaNbHBIMU
[0/r0CPOYHBIMA MOCNEACTBUAMM, BKIKOYAs BHELUHECEKpe-
TOpHyto HegocTtatouHocTb MK u gnaber.
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MbI HageeMcs, 4To Halw 0630p C KIMHUYECKUMU CRyYas-
MU NpUBESET K nyywieMy pacno3HasaHuio AUM y peten, Tem
CaMbIM MPOOXMB MyTb 4718 ByAYLLMX UcCnes0BaHUIA.

AOMO/IHUTE/IbHAA UHOOPMALIUA

Brniap, aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbIV BKAZ, B pas-
paboTKy KOHLeNLMK, NPoBeLieHNe UCCIIELOBaHWS U NOATOTOBKY CTaTby,
npo4m 1 oaobpun GuHanbHYI0 Bepcuio nepen, nybnukaumen).

WUcTouHuk dmHaHcmpoBaHus. PaboTa BbinonHeHa npu noa-
nepxke Poccuiickoro ¢oHaa dyHaaMeHTanbHbIX MCCeA0BaHMM
(rpaHT N2 17-29-06069).

KoHnuKT uHTepecoB. ABTOpbI AEKNApUpYIOT OTCYTCTBUE SIB-
HbIX W NOTEHUMaNbHbIX KOH(PIMKTOB MHTEPECOB, CBA3aHHbLIX C My-
BnMKaLyeit HacTosALLLEeN CTaTbu.

JItnyeckunin kommter. [poToKon uccnenoBaHus boin of0bpeH
JIOKasbHbIM 3TYeckuM KomuteToM (N2 07/02 ot 16.12.2021).

WndopmmpoBaHHoe cornacue Ha nybnvKaumio. ABTophbI Nosy-
YW NUCbMEHHOE COrylacke 3aKOHHbIX NPeLCTaBUTENEN NALMEHTOB
Ha NyBAMKaLMI0 Me AMLIMHCKUX AaHHbIX U GoTorpaduii.
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MyTb OT yyeHUKa ceNbCKOM WKOJbI J0 U3BECTHOrO
B CTpaHe npogeccopa neauaTpa-uHgeKLMOHUCTA

[1.0. UBaHos, W.[. Jlaxos, T.M. YepHoBa, C.J1. baHHoBa, E.b. [aBnosa, 0.B. bynuHa,
B.0. CyxoBeukas, E.B. bapakuHa, A.H. Ha3zaposa, T.A. Kannuna, M. 1. Cy660TuHa,
H.B. NaenoBa, A.B. DepopoBsa

CaHKT-[TeTepbyprckuin rocyAapCTBEHHbIN NeLUaTPUHECKUIA MeAMLIMHCKMIA yHuBepcuTeT, CaHkT-leTepbypr, Poccus

AHHOTALNA

B aerycte 2023 r. ucnonHunock 70 net Bnagumupy Hukonaeeuuy TWMYeHKO — pAeKaHy mefamaTpuyeckoro dakynbreTa
Orb0Y BO «CaHkT-leTepbyprckuil rocyAapCTBeHHbI NeauaTpUyieckuii MeUUMHCKUA yHUBepcuTeT» MuHagpaBa Poccuu,
3aBefyloLLeMy Kadenpon MHDEKUMOHHbIX 3aboneBaHuii y geten uM. npod. M.I. [laHuneBnya JOKTOpY MeOMUMHCKUX HayK,
npodeccopy, 3acnyxeHHoMy Bpady Poccuu, [maBHOMyY BHeLITaTHOMY CreuuanucTy no UHGEKLMOHHbIM 3abonieBaHusM y ae-
Teit CeBepo-3anagHoro geaepanbHoro okpyra ctpaHbl. B.H. TuMyenko nocne okoHuyaHus JINMMU ¢ otnnumem B 1978 r. nocty-
MWN B KIIMHUYECKYI OpAMHATYPY Ha Kadeapy HdeKLMOHHbIX bonesHen y neteid. B nepuog ¢ 1980 no 1983 r. obyyancs B ou-
HOM acnupaHType Ha ToM e Kadenpe. B 1983 r. ycnewwHo 3awmmin KaHamaatckyio, a B 1989 r. — poKTopckylo anccepraumm.
Pykosogut kadeapon ¢ 1997 r. Mon pykoBOACTBOM 3aBefyloLLero Kadeapoii B TeYEHNE MHOTUX J1ET NPOBOAATCS Pa3HOCTO-
POHHME UCCNe[0BaHNA MH(DEKLMOHHBIX 3aboneBanuii y fetell. Bnagumup HukonaeBuy SBNSieTcA Hay4yHbIM PYKOBOAUTENEM
LECATU KaHAMAATCKUX LUCCepTaLMI, HayYHbIM KOHCYNIbTAHTOM OJJHOM JOKTOPCKOM auccepTaumn. CucteMatuyecku BbICTynaeT
C NEKLMAMM M NOKNafaMU B LETCKUX MOJIMKIIMHUKAX, Ha KOHTpeccax, KoHbepeHuusx, cumno3svymax. KoHcynbTupyet Tsxe-
NbIX nauueHToB 13 JleHuHrpaackoi, Hosropoackoi, MckoBckoi, KanuHuHrpaackoi obnactei, Pecnybnukm Kapenuv v apy-
TMX PeruoHoB cTpaHbl. ABTop 6oee 530 HayuHbIX TpyAoB. PekTopart, 06LLeCcTBEHHbIE OpraH13aLUum, COTPYAHUKN U CTYLEHThI
YHuBepcuTeTa xenatoT npodeccopy AanbHerwux 6obLLMX TBOPYECKMX YCMIEXOB B MOAFOTOBKE M BOCMMTaHUN MONIOAbIX Bpa-
yeld, KPemnKoro 3[10p0BbA U JIMYHOTO BAarononyyms, HeMCCAKaeMon IHEPrW U NPOLBETaHNS.

KnioueBble cnosa: npodeccop B.H. TumueHko; CaHKT-leTepbyprckuin rocynapcTBeHHbIN NeauaTpUHecKuii MeAULMHCKNA
YHUBEPCUTET; AETH; MHDEKLMOHHbIE 3aD0NeBaHuS.

Kak uutuposatb:

MBaros [.0., Jlaxo W.1., Yeprosa T.M., BanHosa CJ1., Maenosa Eb., bynuda 0.B., Cyxoseuxas B.O., bapakuta E.B., Hasaposa AH. KannuHa TA,
CybbotuHa M.[., Maenosa H.B., ®enoposa A.B. MyTb 0T yueHWKa CeMbCKOM LIKOMbI IO U3BECTHOMO B CTpaHe mpodeccopa neamatpa-uHdeKumoHmcta //
Meamatp. 2023. T. 14. N2 4. C. 125-134. DOI: https://doi.org/10.17816/PED144125-134
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The path from a student of a rural school to a known
in the country professor of a pediatricist-infectionist

Dmitry 0. Ivanov, Ivan D. Lyakhov, Tatyana M. Chernova, Svetlana L. Bannova, Elena B. Pavlova,
Oksana V. Bulina, Vera F. Sukhovetskaya, Elena V. Barakina, Anna N. Nazarova,
Tatyana A. Kaplina, Maria D. Subbotina, Natalia V. Pavlova, Anna V. Fedorova

Saint Petersburg State Pediatric Medical University, Saint Petershurg, Russia

ABSTRACT

In August 2023, Vladimir Nikolaevich Timchenko, dean of the pediatric faculty of the St. Petersburg State Pediatric
Medical University of the Russian Ministry of Health, and head of the Department of Infectious Diseases in Children
named after Vladimir Nikolaevich, turned 70 years old. Professor M.G. Danilevich, Doctor of Medical Sciences, Professor,
Honored Doctor of Russia, Chief freelance specialist in infectious diseases in children of the Northwestern Federal District
of the country. V.N. Timchenko after graduating from LPMI with honors in 1978, he entered clinical residency at the
Department of Infectious Diseases in Children. Between 1980 and 1983 studied full-time graduate school at the same
department. In 1983 he successfully defended his candidate’s dissertation, and in 1989 — his doctoral dissertation.
He has headed the department since 1997. Under the leadership of the head of the department, comprehensive studies
of infectious diseases in children have been conducted for many years. Vladimir Nikolaevich is the scientific supervi-
sor of ten candidate dissertations, the scientific consultant of one doctoral dissertation. He regularly gives lectures
and reports in children’s clinics, at congresses, conferences, and symposiums. Consults seriously ill patients from
the Leningrad, Novgorod, Pskov, Kaliningrad Regions, the Republic of Karelia and other regions of the country. Author
of more than 530 scientific papers. The administration, public organizations, staff and students of the University wish
the professor further great creative success in the training and education of young doctors, good health and personal
well-being, inexhaustible energy and prosperity.
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OBUJIEN

B aBrycte 2023 r. ncnonuunock 70 net Bnagumupy Hu-
KonaeBudy TMMUYEHKO — JeKaHy NeamaTpuyeckoro axynb-
TeTa OIB0Y BO «CaHKT-eTepbyprckuii rocyAapCTBEHHbIN
neaMaTpUYeCKUn MeSULMHCKWA YHUBEPCUTET» MuH3ppaBa
Poccuu, 3aBepytowemMy Kadenpon MHGEKLMOHHBIX 3abose-
BaHWil y aeTen uM. npod. M.I. [laHuneBuya [OKTOpY Meau-
LMHCKMX HayK, npodeccopy, 3acnyxeHHoMy Bpauy Poccum,
[MaBHOMY BHELUTAaTHOMY CrMeuuanucTy no MHGEKUMOHHBIM
3aboneBanuam y aeteit Ceepo-3anagHoro ¢enepanbHoro
OKpYra CTpaHbl.

Bnagnmup Hukonaesuy pogumnca 22 aerycta 1953 1. Ha
BpsHwwuHe, B Hebonbluol fepeBHe HoBas PyaHs, KoTopas
pacnonoxunacb Bosb bepera }UBOMNUCHOW pekn Enbhs.

Oteu — Hukonan Hukonaesuny TUMuYeHKO — yuuTeNb
LUKOfbl, MpenojaBaTeNib PYCCKOr0 fi3blKa M JUTEepaTyphl,
(u3nyeckoi KynbTypbl M TPYAOBOro BocmwUTaHus. B panb-
HelLleM, Mocsie OKOHYaHUS 3a04HOT0 OTAENeHus nefa-
FOrMYECcKOro0 MHCTUTYTa, MHOTWe rofbl pabotan 3aByyeM
1 LMPEKTOPOM BOCbMMNETHEN LUKOJIbI, 04HOBPEMEHHO Opra-
HW30Ba 1 PYKOBOAWI BEYEPHEN CPefHEN LLIKOSION MOSTOJEMKM.
H.H. TumueHko — BeTepaH Benukoi OTe4ecTBEHHOW BOWHBI,
y4acTHUK WTypMa bepnuHa, HarpaxpeH OByMS opfeHamu
KpacHoii 3Be3apl, opneHoM OTeuecTBeHHOW BOMHBI | cTe-
nexu, 15 Mepansamu, B ToM uucne «3a nobepy Hag lep-
MaHueil B Bennkoit OteyectBeHHon BonHe 1941-1945 rr.»,
«3a B3ATMe bepnuHa», «3a ocBoboxpaeHne BapluaBsbliy.
WutepecHbiii pakT 6uorpadmm — B KINCC otua He npuHsann,
LaXe Ha (poHTe nocsie ABYX TKENbIX PaHEHMUIA, MOTUBUPYS
3T0 TeM, YTO OH HeCcOBEpLLEHHONETHUM MOAPOCTKOM NPOXU-
BaJ1 HAa BPEMEHHO OKKYNWUPOBaHHOW (aLumcTamMu TeppUTOPUN.
Ha dpoHT oTew ywen gobposonbuem B 17 net, cpasy nocne
0CBODOKAEHNA [epeBHM OT HEMELKO-(haLLMCTCKUX 3aXBaTu-
KoB. B coBpeMeHHoli Poccuu no pekoMeHaumm rybepHatopa
BpsHcKoi obnacTu otew BCTynun B uneHbl naptum «EguHas
Poccusx. Mocne Benunkoit OTeuecTBEHHOW BOWHbI OH MPOX0-
LVN [eiCTBUTENbHYI0 BOEHHYHO CyOy B JleHnHrpage, oTcto-
[a B ceMbe 0rpoMHast tobosb K CesepHoii ctonmue. C ocoboit
ropaocTbio otel, Bnagumupa Hukonaeeuya BCnoMmHan ceou
Moe3AKY B ropoj, TPex peBoslioLMii B NaCCaXKMPCKOM noespe
«JleHnHrpaz — Mapuynosb», KOTOpbI eXeAHEBHO NPOXOAMN
M0 JKene3HoM [opore PSAOM C POSUTENICKUM AOMOM.

Matb — EBpokus TuModeeBHa TuMueHKO — poaunach
B CTapozmybcKoM paiioHe, TaM, re poaunach nepeas pex-
TOp Hawero uHcTUTyTa H0nusa ApoHoBHa MeHpeneBa. Mama
paboTana yuuTenbHULEH B HaYaNbHbIX KiaccaX, 04eHb Kpa-
cuBas v Tpynontobusas xeHwmHa. iMena bonbluoe gomalL-
Hee X03AMCTBO — OropoA, Caf, KOPOBY W TENAT, CBUHEN, Kyp
U KponukoB. Bcex 3aBopawBan mpeKpacHbii S6510HeBbIN
cap, — cospeBLume g6n0kv benoro HanuBa npocBeunBanMch
[0 CeMeyekK, 3amax cnenblx A6n0K AHTOHOBKW pasHoCMACS
Janeko no Bcei okpyre. bpat Bnagumupa Hukonaesnua
Metp TuMyeHKo, cTapwe Ha 3 roaa, o4eHb [0BPbLIA U KuM3-
HepafoCTHbIA, OKOHYWN JIEHUHTPaLCKUA CaHUTapHO-TUr1e-
HWUYECKMI MELULMHCKUIA UHCTUTYT, B AaNbHEWLLIEM TPYAMICS
Ha Manoi poAMHe Ha PasfMyYHbIX BpayebHbIX JOMKHOCTSX,
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a TaKKe NPUHUMAan yd4acTue B NapTUMHOW pabote. eHa —
BanenTtnHa MBaHoBHa TuMUeHKO — payLUeBHas, TanaHTIMBas
nepgmartp-HeoHatonor ot bora, Ao4b 1 CbIH yCneLIHo NpoAos-
XKalT CeMeNHYI0 BpayebHyHo AnHaCTUIO.

Bnagumup, Kak npuHATO roBOpWUTL, POC M pa3BuBascA
B COOTBETCTBUW C BO3pacToM. Bcerpa bbin okpyeH 6onb-
LLIOW poauTenbCKoii NoboBbio 1 3aboToit. Pogutenu nokyna-
7N eMy pasfnnuHble Benlocunefbl, KpacBble CaHKYW, KOHbKM
¢ DOTWMHKaMM, NbDKK, CMOPTUBHbIE raHTenu, QyTbonbHbIe
MM, FapMOLLKK W ruTapbl, dhoToannapaTbl U NepeHOCHbIE
paAMonpueMHUKW. B neTcTBe OH Ntobun noBuTh poiby M pa-
KOB, cobupaTb rpubbl U AroAbl, KOCUTbL TPaBy U 3aroTaB/iu-
BaTb [pOBa, KOPMUTb AOMALLHUX NMUTOMLEB, YXaXUBaTh 3a
CeNbCKOX03SNCTBEHHBIMU KUBOTHBIMU, Mrpatb B ¢yTbon,
NanTy U BOEHHble Urpbl, S1a3aTb N0 AEPEBbAM U NPATATHCA
B DOMbLUMX NAaHTaLMAX KOIXO3HOM KYKYpY3bl.

Y Bonogn Bcerpga 6bian camble KpacuBble MrpYLLKM,
camas 3aHWMaTenbHas [eTcKas nuTepatypa. B cembe Ha-
CTONILHOM KHWTOW ABNIANCA HEMOBTOPUMOM KPacoThl pOMaH
H.A. OcTpoBckoro «Kak 3akansnacb cTanb», 06U necHu
BOeHHbIX neT — «llymen cypoBo bpsHckuin nec», «Kasa-
Kn B bepnnHe» u o JleHuHrpage — «lopoA Hag BONbHOM
Hesoi».

Bocemb neT wkonbl nponetenu bicTpo, B NaMATh Ha-
Bcerga octanacb fobpoTa 1 TennoTa yuuteneii (nepsas yuu-
TenbHMUa — 3uHamaa AnekcanzpoBHa JlncoBckas), npasa-
HWYHbIE LUKONbHbIE JIMHEWKU M MOAAPOYHbIE CTaKaHYMKM,
COenaHHble U3 raseTHoW Oymaru (KyNnbKu), HamoSIHEHHbIE
TaKUMW BKYCHbIMU KOH(EeTaMM JeTcTBa — «Pa3HOLBETHbII
ropoLuek», «Kuc-kue», «bapbapuc». BMecTe co cBoumm py-
3bsIMM Bnagumup ¢ 6onbluMM BOOAYLIEBNEHNEM YXaXMBan
3a MaMSATHUKOM COBETCKMM BOMHAM 0CBODOAUTENAM paiioHa
1 OKa3blBan NOMoOLUb CeMbsM (QPOHTOBMKOB. B LwkKone no-
Ty4nn nepsble 3HaHUS MO MeAWLMHE U NEepBYi0 [OMKHOCTb
CaHWTapHOr0 MHCTPYKTOpa Knacca (MpoBepKa YMCTOTbI pyK,
ybopKa noMeLLeHuii U T. 4.).

lMocne okoH4yaHuA [106pMKCKOM BOCbMMNETHEN Cenb-
CKOM LUKO/bI YHEUCKOro paiioHa YCreLlHo chan BCTynuTeNb-
Hble 3K3aMeHbl B KNMHLOBCKOE MeAMLMHCKOE YYMAMLLE Ha
tenbpluepckoe otaenieHne. Yumnca ¢ 6onbLUMM KenaHu-
€M U OKOHYMI MeOMLMHCKOE YYWULLEe C OTMYMEM, BOLLEN
B umcrio 5 % BbIMYCKHUKOB, MMEIOLLMX MPaBO NOCTYNaTh B UH-
CTUTYT Cpa3y nocsie NoJly4yeHns QMNIoMa 0 CpeSHEM Meay-
LMHCKOM obpasoBaHuu. 3necb Bnagumup BCTpetun cBoto
nepeyl N0OOBb — O4YeHb KpacuBYH [eBYLUKY BaneHTuHy,
KoTopas BMoC/eACTBUM CTasia ero XKeHom. 3aHumancs obuue-
CTBEHHOW paboTon — SBNANCA CEKPeTapeM KOMCOMOJIbCKOM
OpraHM3aumnM MeaMUMHCKOrO YYMiuLLa, CTapocToi rpynmbl,
BO3rNaBs/ CMOPTMBHbIE CEKLMW MO LUaXMaTaM M HacTofb-
HOMY TeHHucy, BbicTynan B KoMaHae KBH. lMocne nonyyeHus
gunnoma 6bin HanpaefieH Mo pacnpefenieHnio Ha paboty
B HuBHsHCKy0 ydacTkoByto 6onbHuMLy Cypackoro panoHa
Ha JOMKHOCTb (enbALlepa, rae npopaboTan Ao nocTynieHus
B MeAMLMHCKMIA UHCTUTYT. epBoe MecTo paboTbl 3anoMHH-
N0Cb CBOEW YAMBUTENBHO CKA304HOW MPUPOAONA W LUMPOKOM
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Puc. 1. CryneHyeckuit bunet Bnagummpa Tumuenko, 1972 r.
Fig. 1. Student card Vladimir Timchenko, 1972

Puc. 2. 3acepnaHue npodcoo3HOro KoMUTETa CTYAEHTOB JIeHWH-
rPaAcKoro neauaTpuyeckoro MeamUMHCKOro MHCTUTYTa, 1978 T.
(cnea HanpaBo): AekaH MHCTUTYTa, AoueHT AJ]. KanutaHaku;
npeacenatenb npodkoMa cTyaeHToB B.H. TuMueHKo;, peKTop WH-
cTuTyTa npodeccop, A-p Men. Hayk IA. TuModeeBa

Fig. 2. Meeting of the Trade Union Committee of Leningrad Pedi-
atric Medical Institute Students, 1978 (from left to right) Dean of
the Institute, Associate Professor A.L. Kapitanaki; Chairman of the
Students’ Trade Union Committee V.N. Timchenko; Rector of the
LPMI Professor, Doctor of Medical Sciences, G.A. Timofeeva

. -
.
.
—

&

Puc. 3. Bnagumup TuMyeHko u BaneHtuHa Tumyenko ([Mo-
NpaBKO) B CTY[EHYECKOM CTpOMUTENIbHOM 0Tpane, JIeHUH-
rpaackas obnactb, 1973 r.

tina in the student construction team, Leningrad Region, 1973
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LLeLPOCTbH) PYCCKOM AepeBEHCKOM LyLun. MeULIMHCKYO no-
MOLLb NPUXOJMNOCH OKa3blBaTb B3POC/bIM U AETAM, B CTaLU-
OHape W Ha AOMy C CaMoW pa3nnyHoii natonoruei. bonbluoe
BHMMaHWe yaensnocb NpodunakTuyeckon pabote — BbIMycK
CaHMTapHbIX IUCTKOB, becedbl C HaceneHWeM, KOHTPOSb 3a
BOA0CHabXeHMeM, NOABOPOBLIE 06X0/bI C LieMblo NpoBeae-
HWS aKTyanbHbIX MPOGUNAKTUYECKUX NMPUBUBOK.

B JlenuHrpap Bnagumup npuexan 31 uions 1972 r. B [leHb
BoeHHo-MopcKoro ¢nota CCCP BMecTe co cBOeM [eBYLLKOM
Ha TpeTbeit Nosike obLero BaroHa noesaa «bpsHcK — JleHnH-
rpam». HeckonbKo CyTOK NpoBen Ha BOK3a/ax M CKaMenKax
CKBEPOB, MOKa He Hallen Xuibe. B pancHeiiweM B Te4eHne
[BYX JIET CHUMaN «yrofoK» y 6abyLuku Ha JlecHoM npocneKTe
B JOMe pALOM C MHCTUTYTOM. CpaB 3k3aMeH no 6uonoruu
Ha «0T/IM4Ho», 1 aBrycta 1972 r. ctan ctyaentoM JINMMU —
JleHWHrpaacKoro neanaTpUyecKoro MeAMNLIMHCKOTO UHCTUTY-
Ta (puc. 1).

B cTyneHyeckue rofbl, BO BpeMs 00y4eHWs B OpAMHa-
TYpe W acnupaHType aKTUBHO 3aHWUMancs 06LeCTBEHHO
paboToit — sBNAACS NpeaceaareneMm CTygeHYecKoro npod-
COK3HOr0 KOMUTETa MHCTUTYTA (puC. 2), CTApoCTO NOTOKa,
€XKeroAHo Bble3an B CTy[eHYeCcKue CTPOUTENbHbIE OTPAAbI
B pa3/IMyHbIe PErMOHbI HaLLel CTpaHbl, a Takke B bonrapuio.

OcobeHHO 3anOMHUIOCh CTPOUTENIBCTBO KOPOBHMKA
B BonocoBckoM paiioHe JleHMHrpackoi 06nactm u 6eToH-
HOM B3N1ETHO-NOCAZ04HOM Monockl B asponopty Pecnybnu-
Ku KoMmu, a TakKe MpOoKNafKa UHKEHEPHBIX KOMMYHUKALWIA
B r. [eyopa, pabota Ha NpeanpuATM No nepepaboTke cenb-
CKOX03AWCTBEHHOI NpoayKumu B 1. [Inosamse. B cTpoioTps-
Aax Bnapumup npoluen Bce cTyneHbKW KaapoBoro pocta —
oT 6oiua oTpsana, bpuragmpa, Komuccapa A0 KOMaHAMpa
otpsga. CTyaeHyeckne rogbl — camble SPKUE, KPacouHble,
CBET/Ible, 3anoMuHalMecs, a paboTa B CTYLEHYECKUX
CTPOMUTENbHBIX OTPAAAX caMas MpeKpacHas, camas Jydllas
WX CTPaHWUYKa (puc. 3, 4).

OueHb MHOr0 BMEYaT/eHWU OCTaBUNM BOEHHblE cOOpbI
(HaYanbHWK cbopoB — CcTapLUMin mpenofasaTesb Kadenpel

Puc. 4. B cTyaeHUYeCKOM CTPOUTENbHOM OTpAZle Ha nepejHeM nna-
He Bnagummup TumueHko u Bnagumup lMeTpoyeHKoB (cmpaBa Haneso),
Pecny6nuka Komu, 1976 r.

Fig. 3. Timchenko Vladimir and (Popravko) Timchenko Valen-  Fig. 4. In the student construction team in the foreground are Vladimir Tim-

chenko and Vladimir Petrochenkov (from right to left), Komi Republic, 1976




tOBMTTEV

JINMW, KOMMYHKCT, NOSIKOBHWK MeAMLIMHCKOM CNybbl Muxa-
un Axoenesny MopbaTkuH), Ha KOTOPbIX Bnagumup nonyumn
MnepBoe BOMHCKOE 3BaHWE «CTapLUMIA CepXKaHT» W npuobpen
HOBbIX Lpy3en (puc. 5).

lepBble wWarn B CTy[eHYECKOW HayKe chenaHbl Ha Ka-
dbeape AeTCKMX MHeKumii (3aBenylowmii kadenpon —
O-p Mef. HayK, npodeccop, 3acnyeHHbli AesiTeNlb HayKu
PCOCP T.A. Tumodeesa, pykooauTtens CHO Kadeapbl —
A-p Med. Hayk, npodeccop B.H. BoHpapeB), nog pyko-
BOACTBOM KaHAMLATOB MEAMLMHCKUX HayK, aCCUCTEHTOB
H.M. }ypaenesa u 10.[l. UrHaTbeBoi.

lMocne oKoHYaHMA uHcTMTYTA € oTamumeM B 1978 T.
B.H. TuM4eHKo nocTynmn B KIIMHUYECKYIO OPAMHATYPY Ha Ka-
dhenpy MHbeKUMOHHBIX bonesHeli y neteit. B nepuop 1980-
1983 rr. 0by4ancs B 04HOI acnupaHType Ha ToM 3Ke Kadenpe.
B 1983 r. ycnewHo 3awuTun KaHAMAATCKYIO AUCCepTaLmio
Ha TeMy: «DyHKLMOHaNbHas aKTUBHOCTb KOPbI HAZMOYeYHN-
KOB U MOJIOBbIX XeJNe3 Yy ManbyuKoB, 60IbHbIX ANMaeMuye-
CKWM MapoTMTOM» (HayyHble PYKOBOLWUTENM A-P MeA. Hayk,
npodeccop IA. TumodeeBa, A-p MeA. Hayk, npodeccop
AM. 3aitumk) [12]. C 1983-1989 rr. — accucTeHT Kadenps
MHPEKLMOHHLIX 3abonieBanui y aeteid. C centabpa 1989 r.
“3bpaH Mo KOHKYPCY Ha JOMKHOCTb AOLEHTa Kadeapbl.

B 1984 r. npucBoeHa yyeHas cTeneHb KaHaupaTa me-
OMUMHCKMX HayK, B 1989 r. — yyeHoe 3BaHMe [OLEHTa,
17 centsabpsa 1996 r. ycnelwHo 3awmTin B AUCCEPTALMOHHOM
coBeTe MeAMUMHCKOIM aKafeMun nocneuniaoMHoro obpa-
30BaHWA LOKTOPCKYIO AMCCepTaumio Ha TeMy: «KnuHWKo-na-
TOTEHETUYECKME aCMeKTbl BO3AYLIHO-KaneabHbIX MHDEKLUN
y BeTeii (KOKMoLWwa, 3nMaeMMYeckoro napoTuTa, cKapiatu-
Hbl)», Hay4Hble KOHCYNbTaHTbl — [-p Mef. HayK, mpodeccop
J1.B. BricTpsikoBa, A-p Meq,. HayK, npodeccop H.I. Becenos [13].
B Hosbpe 1996 r. npucyxaeHa yyeHas cTeneHb AOKTOpa Me-
AMUMHCKMX HayK, B MapTe 1997 r. npucBOeHO y4eHoe 3BaHue
npodeccop. Co 2 uioHa 1997 r. B.H. TumueHKo Bo3rnaenset
Kadenpy UHDEKUMOHHbIX bone3Heii y peten CI6IMTIMA.

OCHOBHbIMK Hay4HbIMU HampaBneHUsMKU paboTbl KO-
neKTMBa Kadedpbl B 3T0 BpeMs ABNAOTCA: U3y4eHWe 3BO-
NOUMM MHQEKLMOHHBIX 6one3Heli y aeTeid; ocobeHHocTel
MHGEKLMOHHBIX 3aboNieBaHNiA Y NaLMeHTOB pasHOro Bo3pac-
Ta B COBPEMEHHbIX YCNOBUSX; KITMHUYECKON KapTUHBI repnec-
BMPYCHOM, MEPCMHMO3HON, CTPEMTOKOKKOBOW M KOKJTIOLLIHOM
MHODEKLMI; TeyeHNUs MHQEKUMOHHbIX 3aboneBaHnii y aeTei
C nepuHatanbHoM BWY-uHbeKumeit; coBepLueHCTBOBaHME
anarHocTukm u tepanum OPBW/rpunna/COVID-19; KnuHm-
Ko-nabopaTopHbIX 0cobeHHOCTeil mapasuTapHbIX WMHBa3Wi
(TOKCOKapo3, TOKcon1a3Mo3 1 ap.); 3IhdeKTUBHOCTM U bes-
0MacHOCTW MPUMEHEHNS HOBbIX NIEKapCTBEHHbIX MPenapaTos.

B.H. TumMyeHko — aBTop 6onee 530 HayuHbIX TPyLOB,
B TOM uucne y4yebHUKa NS CTYLEHTOB MeOMLMHCKUX BY-
30B «MHdeKumoHHble 6onesnn y petei» (5 uspanun) [3],
9 MoHorpadwmin: «[lapasuTapHble WHBa3uM B MpaKTUKe LeT-
cKoro Bpaya» (2005) [17], «3BoNOLMA KOKMIOLLHOM MHDEK-
umm y peteii» (2005) [16], «Bce o meTckux npuBMBKax»
(2003) [15], «Bo3aywuHo-KanesbHble MHDEKLMM B MpaKTUKe
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Puc. 5. BoeHHble coopbl (cnpaBa Haneso): Bnagumup TuMuyeHKo,
bopuc Henwraar (MypmaHckas obnactb, 1977 1.)

Fig. 5. Timchenko Vladimir, Neishtadt Boris (right to left)
(Murmansk Region, 1977)

negmatpa v ceMeitHoro Bpaya» (2007) [11], «3nmaemMuyeckuii
napoTtuT (3Bontoums, npuunHa becnnofgHoro bpaka, cospe-
MeHHas Tepanusi, 3KCTpeHHasa npodunakTuka)» (2007) [14],
«CTpaHuubl nctopuu Kadenpbl LETCKUX MHAEKLMA M. Npo-
teccopa M.I. [anunesuua» (2010) [6], «Mpodunaktuye-
CKMe NpuBMBKM AeTaM: [leTckue Bpaum u poautesn — “3A”
Kto “Mpotme?"» (2013) [9], «bonesHn umeunusaumm (Kopb,
B3b-MoHOHYKNe03) B npakTuke nepmatpa» (2017) [21],
«Bknap CaHkr-leTepbyprckoro rocysapCTBeHHOro neama-
TPMYECKOr0 MeULIMHCKOr0 YHUBepcuTeTa B bopbby ¢ naHae-
muen COVID-19» (2022) [10]; 3 pykoBOACTB AJ1s Bpayeli Bcex
cneumansHocTeit «OcTpble KULLEYHble MHDEKLMM B NpaKTHKe
neamatpa v ceMeiHoro Bpada» (2011) [7], «BUY-underums
Ha pybexxe BekoB» (2012) [1], «3IBoNtoUMsA CTPENTOKOKKO-
BoM MHbeKuun» (2015) [23], 2 cnpaBOYHWKOB NSt Bpayeii
«[IMarHoCTVKa 1 NieveHmre [eTCKUX MHbeKUmiA» (4 uapanus) [18],
CMPaBOYHMKA «3IK3aHTeMbI y feTei» (2021) [24].

B nepvoa 6opbbbl ¢ naHaemueit COVID-19 (2020-2022)
npodeccopcKo-npenofaBaTeibckui coctaB Kadeapbl npu-
HWMan aKTUBHOE y4acTue B MOAFOTOBKE Bpayeil pasnuyHbIX
cneumansHocTell o 0cobo omacHbIM MHDEKLMAM, B NepBYI0
O4yepenb, HOBOM KOPOHaBMPYCHOW MHdeKumK. lpoBoannmnch
MHOTOUMCIIEHHbIE TEMATUYECKME LIMKIbI YCOBEpPLUEHCTBOBA-
HWsl BpaYeii CTpaHbl B 04HOM U B AUCTaHLMOHHOM dopMartax.
CoTpynHuKM Kadeapbl OKa3bliBanu NpaKTUYECKYK NMOMOLLb
opraHaMm 3ppaBooxpaHenus (goueHt C.J1. baHHoBa — 3aBe-
Jytowwas otaenennem no bopube c COVID-19 y peteit, Bbles-
Kana B pervioHbl CTPaHbl), acCMUPaHTbI M OPAMHATOPbI, CTYLEH-
Tbl-4neHbl CHO pabotanu B cneumanvavpoBaHHOM OTAENeHUM
(M.A. WakmaeBa, [I.H. Cobonesa, A.C. [pomoB). Konnektus
YHMBEpCUTETA MOA PYKOBOACTBOM PEKTOPA, 3aBefyloLLiero
KadeLpoi HEOHATONOTWM C KypcaMu HEBPOJIOTUM U aKyLuep-
ctBa-ruHekonorv @M u [NO, 3acnyxeHHoro Bpaya PO,
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Puc. 6. KoHrpecc «3a0poBble getn — byayLuee cTpaHbl», CaHKT-
Metepbypr, 2021 r. (cnpaBa HaneBo): NPOPEKTOP MO ONepaTMBHO-
My YNpaBfieHWIo, aMUHUCTPATMBHOI U BOCTIUTATENbHOM paboTe
W.0. Naxos, pekTop yHuBepcuTeTa A-p Mef. HayK, npodeccop
[.0. VBaHoB, AekaH nepuatpuyeckoro dakynbTeTa A-p Mej.
HayK, npodeccop B.H. TumyeHko

Fig. 6. Congress “Healthy children are the future of the country”,
St. Petersburg, 2021 (from right to left): Vice-Rector for Operational
Management, Administrative and Educational Work I.D. Lyakhov,
Rector of the University Doctor of Medical Sciences, Professor
D.0. Ivanov, Dean of the Faculty of Pediatrics Doctor of Medical
Sciences, Professor V.N. Timchenko

[maBHoro HeoHatonora MuH3apasa Poccum a-pa MefL. Hayk,
npodeccopa [1.0. ViBaHoBa — noarotoBun M onybnuko-
BaNl YHUKa/bHYK KHWTY, NOCBALLEHHYID Pa3fiNyHbIM acneK-
TaM bopbbbl C HOBOW KOPOHABMPYCHOW MHEKLMEN Y AeTen
(«[JeT KoBMOOM He GonetoT... 3aMeTKM U3 KpacHOl 30HbI
Meanatpuyeckoro yHusepcuteTa», 2022 r.) [2]; npuHan
yyacTue B mofrotoBke 2 MoHorpadwuii: «bepeMeHHOCTb

Puc. 8. KoHrpecc no nHdeKumoHHbIM bonesHsaM, Mockea, 2018 r.
(cneBa HanpaBo): 3aCNyeHHbIl aesTenb Hayku PO, o-p mep.
Hayk, npodeccop H.B. CkpunyeHKo, 3acnyeHHbIi feATeNb Ha-
yku PO, o-p buon. Hayk, npodeccop B.B. ManuHoBcKas, a-p Mea.
HayK, npodeccop B.H. TumueHko

Fig. 8. Congress on Infectious Diseases, Moscow, 2018 (from left
to right): Honored Scientist of the Russian Federation, Doctor of
Medical Sciences, Professor N.V. Skripchenko, Honored Scientist
of the Russian Federation, Doctor of Biological Sciences, Pro-
fessor V.V. Malinovskaya, Doctor of Medical Sciences, Professor
V.N. Timchenko
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Puc. 7. KoHrpecc no nHdeKuuoHHbIM bonesHsam, Mo-
ckBa, 2017 r. (cnpaBa Haneso): A-p MeA. HayK, npo-
deccop C.A. XmuneBcKas, A-p Mea. HayK, npodeccop
B.H. TumueHko, a-p Mea. Hayk, npodeccop C.M. Ko-
KopeBa

Fig. 7. Congress on Infectious Diseases, Moscow, 2017
(from right to left): Doctor of Medical Sciences, Profes-
sor S.A. Khmilevskaya, Doctor of Medical Sciences,
Professor V.N. Timchenko, Doctor of Medical Sciences,
Professor S.P. Kokoreva

n COVID-19. WHTepdepoHbl B naToreHese, Tepanun 1 npo-
GumnakTMKe HOBOM KOPOHABUPYCHOW WHQEKLMM Yy BepeMeH-
Hbix» (2021) [4], «MHTepdepoHbI: Ponb B naToreHese n MecTo
B Tepanuu u npodmnaktuke COVID-19» (2020) [5], Hay4HbIX
cTated, MHPOPMALMOHHBIX NUCEM, METOAMYECKUX PEKOMEH-
Jaumn no bopebe ¢ COVID-19 cpenm AeTCKOro HaceneHus
8, 22].

3aBefyoLLMI 1 COTPYAHUKM Kadepbl MPUHUMAIOT aKTUB-
HOe yyacTue B OpraHM3aLuv 1 NPOBESEHUN HayYHO-NPaKTH-
YECKMX KOH(EpPEHLMIA, KOHTPeccoB, Cbe3/ioB, B YaCTHOCTY
HaumoHansHoro KoHrpecca «3p0poBble aetn — byayuiee
cTpaHbl» (CaHkT-etepbyp), KoHdepeHunn «punn u apy-
rme OPBW» (Cankt-MeTepbypr), «Bcepoccuitckoro exe-
rogHoro KoHrpecca WHdeKUMOHHble Bonesnn y peTeii»
(Cankr-TNetepbypr), «ExerogHoro KoHrpecca AeTcKux
MHAEKLMOHNUCTOB Poccun ¢ Mex[yHapoaHbIM yyacTueM»
(Mocksa), «Bcepoccuitckoro KoHrpecca no MHGEKLMOHHLIM
OonesHaM MMeHn akapemuka B.W. Tokposckoro» (Mocksa)
(puc. 6-9).

Moa pyKOBOLCTBOM 3aBefyloLlero Kapeapon B Teue-
HWe MHOTMX JieT NPOBOAATCS KIMHUYECKWE MCCNeAO0BaHus
COBPEMEHHbIX JIEKApPCTBEHHbIX MpenapaToB Mpu MHbEeKLH-
OHHbIX 3aboneBaHusx y feTeil. B yacTHocTH, nokasaHa Bbl-
cokas 3 eKTUBHOCTb M Be3onacHOCTb NPUMeHeHUs Npena-
paTa YenoBeYecKoro peKoMbuHaTHoro MHTepdepoHa a-2f ¢
aHTUOKcuaaHTaMu (BuTamuH C, BuTaMuH E) B dopMe pek-
TanbHbIX CBEYEN M Ha3asbHbIX (OPM MPW OCTPLIX pecnupa-
TOPHO-BUPYCHBIX MH(EKLMAX Y AETEN pa3fMYHOro Bo3pacTa
(Budepon®-Masb, Budepon®-rens) [19, 20]. MHoroneTHas
K/MHWYECKasn NpaKTWKa NoKasana BbICOKYH 3DheKTUBHOCTb
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1 be3onacHocTb BudepoHa B KOMMNEKCHO Tepanim 1 apyrux
UHeKUMIn: repnecBupycHoit (B3b-MoHOHYKNe03a, BETPSHOM
OCMbl), KOPY, KULIEYHbIX BUPYCHBIX UH(EKLMIA, CONYTCTBYIO-
LLeid BUPYCHOM MmaToniorumn y nauueHtoB ¢ BUY-uHdekumen,
npu MUKCT natonorum (Kokntow u OPBW, nceBnoTybepkynes
u OPBW), HOBOM KOpOHaBMpYCHOW MH(EKUMM Yy aeTel pas-
nnyHoro Bo3pacTa. lpenapat paspaboTaH 1 NpeanoxeH onsa
NMPUMEHEHNUS! B NeAMATPUUECKOW NMpaKTUKe AOKTOpoM buo-
NOTUYECKMX HayK, npodeccopoM B.B. ManuHoBcKol (pyko-
BOAMTeNb nabopatopum «OHTOreHe3a U KOpPEKLMM CUCTEMBI
uHTepdepoHa» Hay4Ho-1ccneso0BaTeNbCKOro LEHTpa anuae-
MuonoruM u Mukpobuonorum um. H.®. Famanen, MockBga).

Mop pykosoncTBoM npodeccopa B.H. TumyeHko ycneww-
HO 3awwmieHo 10 KaHAMAATCKUX AUCCEPTaLMiA, PU HAYYHOM
KOHCYNbTUPOBaHUM — OfHa AMCCEPTaLMs Ha COMCKaHue
YYEHOM CTeneHu JOKTOpa MeAMUMHCKUX HayK. OH sBnseTca
YNEHOM pefaKLUMOHHBIX COBETOB XYpHanoB: «[leTckue WH-
bekunn», «HypHan uHdekTonorum», «MeguumHa u 3gpa-
BOOXPaHEHME», a TaKXKe YTIEHOM pefaKUMOHHOW Konnerum
XypHana «[legmnatp».

B teuenme 28 net (1992-2019) B.H. TuMuyeHKo ycnewwHo
BbINONIHAN 00513aHHOCTM [NaBHOrO BHELUTATHOrO creuuany-
cTa no MHOeKUMOHHbIM 3aboneBaHuaM y peteit KomuteTa
no 3gpasooxpaHenuio [paeutenbctBa CaHkT-[eTepbypra,
¢ 2012 r. saBnsieTcs [NaBHLIM BHELUTATHLIM CMELMAnMCTOM No
MH(EKLMOHHbIM 3aboneBaHusM y aetei B CeBepo-3anagHoM
tdenepancHoM okpyre Poccun. Paboty nposoaut nop pyko-
BOACTBOM [NaBHOro cneumanucta no MHEeKLUMOHHBLIM 3ab0-
neBaHusM y feteit Munsppasa Poccun n ®MBA akapemuka
PAH, npodeccopa (0.B. Jlob3uHa, B TECHOM COTPYAHUYECTBE
C OpraHU3aLMOHHO-METOAMYECKUM OTAENIOM WHGEKLMOH-
HOM cnyxbbl ropofa noj PyKOBOACTBOM [N1aBHOMO CreLy-
anucTa no MHPEeKLMOHHbIM bonesHsaM MuHucTepcTea obopo-
Hbl PO u Cankr-leTepbypra, YneHa-KkoppecnoHaeHTa PAH,
A-pa Mep. Hayk, npodeccopa K.B. X paHoga.

B.H. TumyeHKo BXoauT B cocTaB ATTECTaLMOHHOM KO-
muccumn Komuteta no 3apaBooxpaHennto CankT-[leTepbypra
Mo MPUCYXAEHMIO BpayebHbIX KBaNMM(PUKALMOHHBIX KaTero-
pWiA MO CNeumManbHOCTU «MHAEKLMOHHbIE Bone3Hu», npu-
HUMaeT aKTUBHOe yyacTue B paboTe ropopckux neuyebHo-
KOHTPOJIbHBIX KOMUCCKA. [TOCTOSIHHO OKa3sbiBaeT HonbLuyto
neyebHO-KOHCYNBTATMBHYIO M OpraHU3aLyMOHHO-MeTOANYe-
CKYI0 MOMOLLb OpraHaM NpaKTUYECKOro 3[paBOOXPaHEHMUS.
CucTeMaTUYecKku BbICTYNAeT C NEKUMAMM U JOKafamu
B LETCKUX MOJIMKNIMHUKAX, Ha KOHrpeccax, KoHbepeHuusX,
cumnosuyMax. KoHcynbTupyeT TsKenbIX NauneHToB U3 Jle-
HUHrpaacKoi, Hoeropoackon, MckoBckoit, KanuuuHrpaackoi
obnactei, Pecnybnuku Kapenum u apyrux perMoHoB cTpaHbi.
Bpau BbiCLeN KaTeropuu, SBISETCA PYKOBOAMUTENIEM NOCTO-
SHHO [JelCTBYHOLLEro CEMMHapa Ans NeauatpoB U WHGEK-
LIMOHUCTOB JETCKUX MOSMKIMHUK U LETCKUX CTaLMOHapoB.
lpeKpacHbIi LETCKWIA Bpay, KOTOPOro 04YeHb JII0OAT ManeHb-
KWe NaumMeHTbl, C 60NBLLMM YBaXKEHWEM K HEMY OTHOCATCS UX
POAMTENM, @ TAKIKE KOJIErv Mo Hay4HoM 1 NpodeccuoHanbHom
LeATeNbHOCTH.
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Puc. 9. XIIl BcepoccuidiCkuin exerofHbIn KOHrpecc no MHGeK-
LMOHHbIM bonesHaM, CaHkT-TeTepbypr, 2022 (cnpaBa HaneBo):
akapeMmuk PAH, 3acnyxeHHblii festenb Hayku PO, n-p mep.
Hayk, npodeccop 10.B. Jlob3uH, o-p Mepn. Hayk, npodeccop
B.H. TuMuenko

Fig. 9. XIII All-Russian Annual Congress on Infectious Diseases,
St. Petersburg, 2022 (from right to left): Honored Scientist of the
Russian Federation, Academician of the Russian Academy of Sci-
ences, Doctor of Medical Sciences, Professor Yu.V. Lobzin, Doctor
of Medical Sciences, Professor V.N. Timchenko

——a S

Puc. 10. 3aBeaytowmit Kadeapoi MHPEKLMOHHBIX 3ab0neBaHN
y aeteii uM. npod. M.I. laHunesuya, npodeccop, A-p MeA. HayK
B.H. TumMueHKo ¢ coTpyaHukamm, 2023 r.

Fig. 10. Head of the Department of Infectious Diseases in Children
named after Prof. M.G. Danilevich, Doctor of Medical Sciences, Pro-
fessor V.N. Timchenko with employees, 2023

Kadenpa npuHuMaeT akTMBHOE yyacTue B NieuebHo-npo-
(umnaKTM4ecKoii paboTe KIIMHUYECKUX a3 — MH(EKLMOHHOE
otaenenne N2 1, Ne 2 CM6ITIMY, [leTckas ropofickas KimHu-
yeckas bonbHMua Ne 5 um. H.®. GunatoBa, [leTckas HdeK-
LMoHHasA 6onbHMua N2 3, petckue monmknuHukm N2 25, 27,
41, 45 (puc. 10), a TaKKe COTPYAHUYAET C APYrIMU MeANLIMH-
Ckumu yupexxaeHuamm (OFbY OHKLUMB ®MBA, ®IBY HUK
rpunna uM. A.A. CmopoamHuesa, CM6 HAW anupemuonorum
W MuKpobuonorum uMm. Mactepa u ap.).
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Bnapumup HukonaeBuy NpUHUMaET aKTUBHOE ydyacTue
B paboTe NMpUEMHOW KOMMCCUM YHUBEPCUTETA, B TOM YMCHIE
B JO/DKHOCTM OTBETCTBEHHOMO CEKpeTaps Bbleaxan B [lckoB
1 Benukuin Hosropoa. MHoro BpeMeHw 1 cun 0TAQET OpraHu-
3aLMOHHO-METOAMYECKON U 00LLECTBEHHO-BOCMUTATENBHON
pabote. B 1977-1984 rr. Bo3rnaBnan CTyAeHYecKuiA npod-
COI03HbIA KOMMTET WHCTUTYTa, ObiN uneHoM npesuguyma
JlennHrpaackoro obnacTtHoro Komuteta npodcol3a Meau-
LMHCKMX paboTHMKoB W aeneratoM XlIl cbespa npodcotosa
MeauUMHCKMX pabotHukos CCCP.

B 1984-1989 rr. Bnagnmup HukonaeBuy 3aHMMan gonx-
HOCTb 3aMeCTUTENIA JeKaHa NefuaTpuyeckoro dakymbTeTa,
1990-1991 rr. — nekaHa no paboTe ¢ MHOCTPAHHBIMK CTY-
AeHTamu. B Teyenmne 18 net ycnelwHo pyKoBOAMT AeKaHaTOM
negmatpuyeckoro dakynbTeta, NOCTOSHHO COBEPLUEHCTBYS
MeTo/bl BOCIUTaHMS, MOBbILLASA Ka4yecTBO MOATOTOBKM Bpa-
Yen-neamaTpos.

YkasoM [lpesupeHta Poccuiickoit @epepaunm 8 uioHs
2005 r. B.H. TumueHko 3a 3acnyrv B obnactu 3npaBooxpa-
HEHUS U MHOrONETHIOKW A06pOCOBECTHYO paboTy NpUCBOEHO
noyeTHoe 3BaHWe «3acnyXeHHbld Bpad Poccuiickoii Pepe-
pauun».

PekTopat, o6LlecTBeHHble OpraHu3aLuuu, COTPYAHMKM
W CTYOEeHTbl YHuBepcuTeTa xenaoT Bnagumupy Hukonae-
BUYY TUMYEHKO AanbHenwux TBOPYECKUX YCMeXoB B NOAro-
TOBKE W BOCTUTaHWM MOJIOLbIX Bpayel, KPEnKoro 3[,0poBbs
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M JINYHOT O 6naron0nytwm, HeNnccsKaemon 3Heprum u npouge-
TaHUA.

AONO/JIHUTE/IbHAA UHOOPMALIUA

Brnap, aBTopoB. Bce aBTOpbl BHECNN CYLL, €CTBEHHDBIN BKIAA
B Ppa3paboTKy KOHLenuuW, npoBejeHne WCCNefoBaHUA U MOA-
FOTOBKY CTaTby, MPOYN U 0f06pUIN UHANbHYID BEpCUio Mepef,
nybnukaume.

KoHdnukT uHTepecos. ABTOpbI [ieKnapupyoT OTCyTCTBUE SIB-
HbIX W MOTEHLMaNbHbIX KOHDIMKTOB MHTEPECOB, CBA3AHHBIX C My-
BAMKaLmeld HacTosLLEeN CTaTby.

WUcTouHuk dmHaHcpoBaHus. ABTopbl 3asBNSHT 06 OTCYTCTBUM
BHELLHero GuUHaHCMPOBaHWUA NpX MPOBEJEHNM UCCTef0BaHNA.
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Detrax Xanumosuy Kytywes — Bblaalowmincs
YYeHHbIW, XUPYPr, OCHOBOMOJIOXXHUK XUPYPruyecKoro
NeYeHUA OTKPbITOro apTepManbHOro NpoToKa

(k 100-neTuio co AHA POXKAEHUSA)

N.B. Wernosa "2, N.10. Aptiox "2, H.P. Kapenuua ', M.I.J1. Onneaumsano ', M.P. Taduatynuu
K.A. Tadmarynuua ', M.0. Bycopruua'

! CanKT-TeTepbyprcKuii rocyaapCTBEHHBIN NeaMaTpUyeckuii MeaMLIMHCKMIA yHuBepeuTeT, CankT-MeTepbypr, Poccus;
? ToponcKas MapunHckas 6onbHuua, CankT-eTepbypr, Poccust

AHHOTALINA

Cratba nocesweHa 100-netnio co aHs poxxaenus @ertraxa Xanumosuya KyTyleBa — BblaloLLerocs xvpypra, HoBatopa
1 opraHu3atopa, rnaBHoro xupypra JlenmHrpaga (1964—1987), 3aBenytowero kadenpon oben xupyprm JIeHUHrpaacKoro
NeamaTpuyecKoro MeamUMHCKoro MHcTuTyTa. MetTax XanumoBuy BeTepaH Benukon OTeueCTBEHHOW BOWHBI, y4acTHUK 6oeB
non, PxeBoM. 3a BpeMs cnyx6obl @.X. KyTywes nposeun cebs MyxecTBeHHbIM 00MALLOM, HarpaxaeH opaeHamu OTeyecTBeH-
Hoi BouWHbI | u Il cTenenu, a Takke opaeHoM KpacHoit 3Be3gpl. B 1944 r. nocne Bo3BpalieHus B JleHuHrpag noctynaet
B JIeHMHrpancKui nefmnaTpuieckuin MeAULIMHCKWIA MHCTUTYT, FAe NOC/E OKOHYMT KITMHUYECKYI0 OpPAMHATYPY MO AETCKON XUPYPruu.
[lanee cnepyet acnupanTypa u pabota Ha Kadepape TopakanbHoW xupyprm BMA, 3awwmrta KaHAMAATCKOW AuccepTaLyu.
M3BecTHbIM xupyprom @.X. KyTywwues cTaHeT B 1959 r. bnarofaps onepaumsM Ha OTKpLITOM apTepuaibHOM NMPOTOKeE, NosyyeH-
HbIA MM OMBIT JIer B OCHOBY €ro AOKTOPCKol auccepTaumm. Oetrax XanuMosuy 6bin xmupyprom ot bora, eMy 6bim noABRacTHbI
BCE BUAbl XMPYPrU4ECKUX BMELLATENbCTB KaK B FPYAHOW, Tak U B DpIoLLHOM NomocTh. VIMes KonmoccanbHbIA OMbIT, 3HaHWs
U opraHusatopckue cnocobHocTn PeTtax XanumoBuy chopMUpoBan KpynHEMLLYID XUPYPruyeCKyHo LIKOMY, HEOLHOKPATHO
u3bupancsa Ha fomkHocTb lpenceparens npaeneHus xupyprudeckoro obuectsa uM. H.W. Muporosa. MMon pykoBoacTBOM
OetTaixa Xanumosnya KyTywea 6biio BbINOMHEHO 27 KaHAMAATCKUX U 8 AOKTOPCKMX AuccepTaumin. Kpome Toro, OH Bbl-
cTynan B KayecTe o(uuUManbHOro onnoHeHTa bonee yeM Ha 450 3awmtax. Mpodeccopom @.X. KyTywesbiM bbio u3gaHo
12 moHorpaduin u nopsgka 200 Tpyaos. 3a CBOK HayuyHyl AeATeNbHOCTb OH yaocToeH npemun Coseta Munuctpos CCCP,
3BaHUA «3acnyKeHHbIA aeaTenb Hayku PO» 1 nodyeTHoro yieHa yyeHoro coseta CaHKT-IleTepOyprckoii rocynapcTBeHHOM
neanaTpUyecKon MeSULMHCKON aKaLeMuu.

KnioueBble cnosa: Pettax Xanumosuy KyTylues; Bbiaalowwmiica feaTeNb; KapAMOXMpYprus; obLuas Xmupyprissi; OTKPbITbIM
apTepuanbHblil NPOTOK.

Kak unTtnpoBarts:

[Llernoga J1.B., Aptiox J1.10., KapenmHa H.P., Onneawmsano M.AJ1., Taduatynmu M.P., Fadmatynua KA., BycopruHa M.O. Qetrsix Xanumosmy Kytylwes —
BbIAIOLLMIACS YHEHHBIM, XMPYPr, OCHOBOMOMOXHVK XMPYPrUYECKOrO SIeYeHUs OTKPBITOro apTepuanbHoro npotoka (k 100-netuio co Ha poxaenus) //
Meauarp. 2023.T. 14.N° 4. C. 135-142. DOI: https://doi.org/10.17816/PED144135-142
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Fettyakh Halimovich Kutushev —

outstanding scientist, surgeon,

founder of surgical treatment of the patent
ductus arteriosus (towards 100" Anniversary)

Larisa V. Shcheglova 2, Linard Yu. Artyukh "2, Nataliya R. Karelina ', Mikhail G.L. Oppedizano ',

Marat R. Gafiatullin !, Ksenia A. Gafiatulina !, Maria 0. Busorgina '

! Saint Petershurg State Pediatric Medical University, Saint Petersburg, Russia;
2 City Mariinsky Hospital, Saint Petersburg, Russia

ABSTRACT

The article is devoted to the 100" anniversary of the birth of Fettyakh Halimovich Kutushev, an outstanding surgeon,
innovator and organizer, chief surgeon of Leningrad (1964-1987), head of the Department of General Surgery of the
Leningrad Pediatric Medical Institute. Fettyakh Halimovich is a veteran of the Great Patriotic War, a participant in the
battles near Rzhev. During his service, F.H. Kutushev proved himself a courageous fighter, was awarded the Orders of
the Patriotic War | and Il degrees, as well as the Order of the Red Star. In 1944, after returning to Leningrad, he entered
the Leningrad Pediatric Medical Institute, where he would finish his clinical residency in pediatric surgery. This is fol-
lowed by postgraduate studies and work at the Department of Thoracic Surgery of the VMA, the defense of a PhD thesis.
F.H. Kutushev became a famous surgeon in 1959 thanks to operations on the open arterial duct, the experience he gained
formed the basis of his doctoral dissertation. Fettyakh Halimovich was a surgeon from God, he was subject to all types of
surgical interventions, both in the thoracic and abdominal cavities. Having enormous experience, knowledge and organi-
zational skills, Fettyakh Halimovich formed the largest surgical school, was repeatedly elected to the post of Chairman
of the Board of the N.I. Pirogov Surgical Society. Under the leadership of Fettyakh Halimovich Kutushev, 27 candidate’s
and 8 doctoral dissertations were completed. In addition, he acted as an official opponent on more than 450 defenses.
Professor F.H. Kutushev published 12 monographs and about 200 works. For his scientific activity, he was awarded the
prize of the Council of Ministers of the USSR, the title of “Honored Scientist of the Russian Federation” and an Honorary
member of the Academic Council of the St. Petersburg State Pediatric Medical Academy.

Keywords: Fettyakh Halimovich Kutushev; outstanding figures; cardiac surgery; general surgery; patent ductus arteriosus.
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«[pubnuzumecs K cepduy, dompoHymecs do Hezo — doJiz0e 8pemMs 3amo
CYUMAsI0CL GKMOM KowjyHcmea, npogaHayuel u3-3a CaKpasbHo20 3Haye-
HUSI, KOmMopoe npuobpes 3Mom opaaH: 0H CMas 8MecmusuweM dyuwi, camoli

Cymoto beimusl.

W ecnu ce200Hs Hawu 8MewamesibCmaa He uMerom makxol KOHHomauyuu,
8 HUX, HeCMOMPS HU HA YMO, COXPAHSEMCs Ymo-mo (haHmMacmuyecKoe.»

AETCTBO

OetTsax Xanumosuy KyTywes poauncs 8 anpens 1923 r.,
B TaTapcKoli AepeBHe (HbiHe — ypounLe) YepHei CTyaeHel
KpacHocnobopckoro paiioHa Mopgosckoii ACCP B MHoro-
LETHON CeMbe KpecTbsiH, KOTOpas, BMpO4YeM, OTHOCUNach
K uncny 6e3beaHbix (puc. 1). Mnagwwmi us coiHoBel, QeTTax,
Obin OKpyXeH NboBbi0, BHUMaHWEM M 3aboTol. CuacTim-
BOE [IETCTBO OMPAYMNIoCh «pacKynadumBaHUeM» U Mepece-
neHueM ceMbM Ha 3emim KasaxctaHa. C nepee3foM cembm
ObICTPO yWAM M3 ¥M3HM fBa bpata u cecTpa. OtcyTcTue
WUNbSA, NPOLOBONLCTBUA U APYTUX MaTepuasnbHbIX bnar Tpe-
BoBano 0T Hero NposiBNEeHUs CTOMKOCTW. McnbiTaHus, Bbl-
naBwwue Ha nneum toHoro QeTTaAxa, chenanu u3 Hero CBO-
6ononobnBoro, yBepeHHOro Wb B COBCTBEHHBIX CUMax
YeJioBeKa.

CnycTsa nBa rofia ceMbs cMorna nepeexatb B JIeHUHrpag,
nocenmBLUMCL Ha leTporpaficKoi cTopoHe. Yyach B LUKONe,
OH NoMoran JeayluKe, KOTOpbIA TPYAWICA LBOPHUKOM Mpy
lopHOM uHcTUTYTe. [lepBbIM MecToM oduuMansHon pabo-
Tbl TEM HE MeHee OKa3ancs baHHO-MpayeyHblit TPECT, Kyaa
€ro NMpUCTPOMN HayanbHUK cnyxbbl cnaceHus JleHnHrpaga.
ToT NMpMMETUN ManbYMILKYy MOCAe FepoMYecKOro Cryyas:
OQettaAx XanMMoBMY caMooTBepXKeHHo Opocuncs B Hesy
M crmac TOHyLLero ublraHeHKa. KpoMe nnaBaHus, oH yBne-
Kancs Wwaxmatamu (puc. 2) v n306pasmnTenbHbIM UCKYCCTBOM
(puc. 3), NpOHEC 3TV YBNIEYEHUSA Yepes BCH KM3HD.

HecMoTps Ha cBou yBneyenus, Qettax Xanumosuy
33 BpeMs y4yebbl B LUKOME NPOLLEN NyTb OT M0X0 BRafel-
LLIero PYCCKMM A3bIKOM MaribyiKa [0 JIyHLLIEero y4eHuKa Kiac-
ca (puc. 4). Mocne ee oKoHYaHMs, nieToM 1941 r., npuHUMaeT
peLleHre 0 NOCTYMIEHUM B BOEHHO-MEAULMHCKOE YUMITHLLIE
um. H.A. LLlopca [10].

BE/IUKASA OTEYECTBEHHAS BOWHA

B Hayane Benukon OteuvectBeHHoi BoiHbl O.X. KyTywwes
B COCTaBe CliyLuaTeneil BOBHHO-MeAULMHCKOr0 YYMiuLLa Bbin
3BaKyMpoBaH Ha toro-3anag Cubupu, Hepaneko ot OMcka.
Lenbto npenopaBaTenibCcKOro cocTaBa bbina NoAroToBKa
B KpaTyailuMe CPOKM rpaMoTHbIX, B0ecnocobHbIX CaHWH-
CTPYKTOpOB (puc. 5).

K nety 1942 r. pns 060poHbI CTOMMLBI M3 BbINYCKHUKOB
yunnuwa Havanu GopMmMpoBaTh HOBblE CaHUTapHble B3BO-
Obl. KoMaHaupoM oaHoro 13 Takux B3BoA0B bl Ha3HaueH
MnagLwuii neiiteHant ®.X. KyTywes.
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P. MpeTp «TaM, rpe bbetca ceppue»

K coxaneHuto, cnycTs HECKO/bKO MeCALEB MOCe Hava-
Na BOWHBbI, B B0siX Nog, PXeBOM OH Monyymn TSKeN0e 0CKo-
NIOYHOe paHeHue Ta3obeapeHHoro cycrasa. bbin pocTaBneH
B MockBy v npoonepupoBaH xupyprom u3 bonrapum Anbbep-
ToM TeopopoBuyeM JlykaHoBbIM. B manbHeliweM npoxogun
ANUTENbHOE NeYeHWe U 3a Fof A0 OKOHYaHWSA BOWHbI Obin
AeMob1nM30BaH Mo COCTOSHMIO 340poBbsA (puc. 6). 3a Bpe-
Ma cyx6bl QeTTax XanMMoBuY NposiBUN cebs MyxecTBeH-
HbIM BOMLOM, HarpaxaeH opaeHamn OTeyecTBEHHOW BOMHBI
[ n Il ctenenu, a Takke opaeHoM KpacHoii 3Be3pbl. bnaro-
AapHOCTb XMpYpry, CnacLueMy ero usHb, QeTTax Xanumosuy
MPOHEC Yepe3 BCIO CBOIO KW3Hb, HO CMOT JINYHO €€ BbIpasuThb
Tonbko B 1975 1., Korga poktop JlykaHoB nocetwn JleHuH-
rpag, roe ero ObiBLIMA MaLMEHT 3aHUMan e AOIIKHOCTb
rMaBHOMO XMpypra ropoga.

BO3BPALLEHUE K BEPET'AM HEBbI

B cepenvHe 1944 r. KyTywes npuesaeT B CTaBLUMIA POj-
HbIM 7181 Hero JleHUHrpag, 0fiHaKo BO3BpaLLeH e CTaHOBUTCS
neyasbHbIM: JOM CEMbW He yAanochb coxpaHuTb. MopobHas
HOBOCTb BblHyAMIa ero nepebpartbca Ha ynuuy AKafeMuka
JlebepeBa, rae bbina npepoctaBneHa KoMHata. XenaHue
CTaTb Bpa4yoM, BO3HMKLLEE 3a[01r0 [0 BOWHbI, HE AaBaso
MnoKos. Y3HaBwwas o cTofb 6naropogHoM cTpemierun Qet-
TAXa XanMMoBWYa cocefKa nocoBeToBana emy obpatutbes
B JIEHMHIpafCcKUIA NeanaTpuyecKnii MeAULMHCKUNA MHCTUTYT.
OH 3anucancs Ha npueM K pektopy uHctutyTa Hnmm Apo-
HoBHe MeHpeneBoK, KoTopas nocie becefbl C HUM NpUHAA
peLLeHre 0 ero 3auucrieHu [4], oH bbin BTOPbIM MONOABIM
UesIOBEKOM Ha Kypce, OCTaNbHble — [eBYLIKW. TaK Ha-
yanca npogeccuoHanbHbIM NyTb Byayliero Bpaya, KOTOpbIN
C PaHHWX KypcoB YBNIEKCA [ESIOM CBOEH XM3HU — XMpyp-
ruei (puc. 7). MIHTepec K 3Tol cneumanbHOCTH B CTyAEHYe-
CKvie rofibl 6bin CTOMb APKO BbIPaXKeH, YTo K KOHLY 06yyeHus
MOJI0L0MY XMPYPry MO3BOJISNN CAMOCTOSATENIBHO BbIMOHATL
He3HauuTeNbHble OMepaTMBHbIE BMeLLATeNlbCTBa, a nocne
oKoHYaHus uHcTuTyTa O.X. KyTywes 6bin 3auncneH B KIMHK-
YECKY0 OpAMHaTypy Ha Kadeapy AETCKOW XMpyprv no cne-
LMaNbHOCTM «AeTCKas Xupyprus» (puc. 8).

Mo OKOHYaHMM KIMHUYECKON opauHaTypbl OetTax Xanu-
MOBMY NOAAN LOKYMEHTbI A1 MOCTYMSEHUS B acnUpaHTypy
Kadenpbl TopakanbHOW Xupyprum BoeHHO-MeaMUMHCKOI
akagemuu (BMA) [6]. YcnewHo chaHHble BCTynUTENbHblE
ucnbiTaHus nossosunu emy B 1951 1. cTatb acnupaHToMm
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Puc. 2. ®.X. KyTywes (cnpaBa) B LaxMaTHOM Kpyxke, 1937 r.
Fig. 2. F.H. Kutushev (right) in the chess circle, 1937

Puc. 1. ©.X. Kyrywes (BTopoit cneBa) co cBoeii ceMbeil, Puc. 3. ®.X. Kytywes (BTopoi psp cnpaBa) B U3oKpyxKe, 1937 .

1934 T.

Fig. 3. F.H. Kutushev (second row on the right) in the drawing

Fig. 1. F.H. Kutushev (second from left) with his family, 1934 section, 1937

Puc. 4. ©.X. Kytywes (nepBbiii psag B LeHTpe) c KnaccoM,  Puc. 5. Yuawmiics BoeHHo-MeamumHckoro yuunuia ©.X. Kytywes,

1940 r.

1941 .

Fig. 4. F.H. Kutushev (first row in the center) with class, 1940 Fig. 5. Student of the military medical school F.H. Kutushev, 1941
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Puc. 8. Knunuueckuin opavHatop ®.X. KyTywes (TpeTuin psn cnesa) Ha kadeppe
LETCKON XUpYpruv JIeHHrpazicKoro nefuaTpuyeckoro MeULMHCKOr0 MHCTUTYTA,

1950 r.

Fig. 8. Clinical resident F.H. Kutushev (third row from the left) at the Department

of Pediatric Surgery of Leningrad Pediatric Medical Institute, 1950

Kadeapbl, KOTOPO PYKOBOAWN WM3BECTHbIA KapaMOXWpYpr
akagemuk AMH CCCP, ag-p Men. Hayk, npodeccop [.A. Ky-
npusHoB (puc. 9).

CTAHOBJIEHUE XUPYPTA

OeTTAX XanMMoBMY CMor 40CTaTOYHO BbICTPO 3aBoeBaTb
aBTOpUTET Cpeay Koner, BCleAcTBMe Yero b fonylieH
K BbINOJIHEHUIO OMEpaTMBHBIX BMELLATENbCTB Ha TPYLHOM
KneTKe. AKTMBHOe y4acTue B pabote KnmHukm BMA noaron-
KHYJO acnupaHTa K NPOBeJEHNH HayyHbIX U3bICKaHWUM, rMaB-
Has Lenb KOTOpbIX — peLuMTb Haubonee cnoxHele npobne-
Mbl TOpaKasbHOW XUpYprum Toro BpeMeHn. «Macno B oroHb»
nogamean [.A. KynpusHos, K KoTopoMy B 6nokagHbin Jle-
HUHIPag CBO3MNW KpanHe TSXKEeNbIX NaLMeHTOB C paHEHUSMM
Nerkux, MHOrMe M3 KOTOPbIX YMepNW nocnie omepauui, 4to
BbiNIo CBA3AHO C YaCTbIMW THOMHO-CENTUYECKUMU OCMOX-
HeHMAMU 3TuX paHeHuin. MmenHo @.X. KyTywes okasancs
BEPHBIM MOMOLLHWKOM CBOEr0 Y4UTENS B pa3paboTke HOBbIX
METOJ0B UX XMPYPriUieCKoro feyeHus. PesynbtatoM aByx net
YNOpHOro TPyAa, KOTOpble MPOLLAM C MOMEHTa ero nocTynine-
HWS B acnupaHTypy, cTana 3aluTa AuccepTaLmu Ha CoucKa-
HMe y4eHol CTeneHn KaHAMAATa MeAULIMHCKUX HayK no npo-
(UNaKTUKe M ieYeHno IMNUEMBI NIEBPbI MOCE Pe3eKLUH
nerkoro [8].

OeTTx XanuMMoBMY, HECMOTPSA Ha LOCTUrHYTLIA YCMex,
TEM He MeHee rpeswn W [pyruM HanpasfieHUeM MeauLm-
Hbl — Kapauoxupyprien. CBou nepeble Lary B Hell OH co-
BEpLUMA B CTEHaX aHaTOMWUYECKOro Teatpa, rhae XpaHWuch
Kapasepbl. [loBeas MaHUMyNALMOHHbIE HaBbIKM A0 COBep-
LUEHCTBA, OH MPUCTYNUN K BbINOJIHEHUIO OMEPATMBHbLIX BMe-
LIaTeNbCTB Ha cepALe. MIMeHHo B 3TOW KMHWUKE 3apoaunach

DOI: https://doi.org/10.17816/PED144135-142

Puc. 9. Acnupant ®.X. Kytywes Ha Kadeppe To-
paKanbHoW Xvpyprun BoeHHO-MeaMLMHCKON aKa-
Jemum, 1951 .

Fig. 9. Postgraduate student F.H. Kutushev at the
Department of Thoracic Surgery of the Military
Medical Academy, 1951

uenas nnesga byaywmx npodeccopoB, MMeHa KOTOPbIX W3-
BECTHbI He TOJbKO B Poccuu, Ho 1 Bo BceM mupe: O.K. ban-
no3ek, B.M. bypakosckuin, C.A. Tapxmes, A.ll. Konecos,
B.J1. Tony3akos, b.C. YBapos u ®.X. KyTywes [2, 3, 7]. Kax-
[ObIA U3 HUX MPOCABUN OTYM3HY CBOMMM OTKPBITUAMM U YHU-
KanbHbiMM onepaumamu (puc. 10). Hanpumep, npodeccop
B.N. BypakoBckuii 28 wvioHs 1962 r. BriepBble B Mupe Bbl-
MOJHUN NpOTE3MPOBaHMe MHTPaHaTanbHO aTpesupOBaHHOIo
nynbMoHanbHoro Knanaxa [1]. ®.X. Kytywes ctan ussecteH
bnarogaps onepaumaM Ha OTKPbLITOM apTepuanbHOM NpoTo-
Ke (puc. 11). Mony4yeHHbI ONbIT NIer B OCHOBY [IOKTOPCKO
AuccepTaumm, Kotopas beina ycnewHo 3awmwieHa B 1959 r.
CnycTa HeCcKONbKO MecsLEB eMy OblN0 NPUCYKAEHO 3BaHME
npodeccopa. HayyHas pabota Pettaxa XanuMoBnya npoums-
Benia dypop B MeauumHcKom cpefe. Mo 3ton npuymnte bbino

Puc. 10. Konnektus KIMHWKN TopaKanbHoM Xxupypritv BoeHHo-me-
AvumnHckon akapemum uM. C.M. Kuposa: akapemuk [1.A. KynpusHos
(nepsbit psg B ueHTpe) ®.X. Kytywes (nepsblit psag cnesa), 1962 r.
Fig. 10. The staff of the Thoracic surgery clinic of the Kirov Military
Medical Academy: Academician P.A. Kupriyanov (first row in the
center) F.H. Kutushev (first row on the left), 1962

139



140

ANNIVERSARIES

Puc. 11. Onepatop ®.X. Kytywes (Topoi cnpaga) u accucteHt A.ll. Konecos
(BTOpOI CNEBa) BO BpeMS onepaLmmn Ha oTKpbIToM cepaue, 1960 .
Fig. 11. Operator F.H. Kutushev (second from right) and assistant A.P. Kolesov
(second from left) during open heart surgery, 1960

MPUHATO peLUeHre 0 MybnmKaumu nsgatenscteoM «Mearus»
MoHorpadum «[luarHocTKa v neyeHue OTKPLITOTO apTepu-
anbHOro MpPOTOKa», B KOTOPOW ObIMM M3M0XeHbl 3Mbpuore-
He3, aHaToMus U GU3MONOrMsA YNOMSHYTOrO COCY/La, a TaKKe
0COBEHHOCTU pafMKaibHOro JIEYEHWUS BPOXIEHHOMO Mopo-
Ka, chopMynMpoBaHHble Ha Base M3y4eHWUs TeYeHUs MOPOKa
cepaua y 250 npoonepupoBaHHbIX UM nauueHToB (puc. 12).
370 Mpou3oLwno 3a rog A0 cMepTu ero yuutens KynpusHo-
Ba, NOJ, peAaKumMen KoToporo onucaHHoe nocobue 1 BbILLIIO
B CBET.

Mocne 3awWwmMTbl JOKTOPCKOM AMCCEpTaLMWM M CMepTy
cBoero yuutens netom 1963 r. ®.X. Kytywes 6bin n3bpaH
Ha [OMKHOCTb 3aMECTUTENS KIIMHWKM TOpPaKasbHOM XUpyp-
rum BMA umM. C.M. Kuposa. lpaxpaaHcKoe NWLO Ha TaKoM
MOCTy — WUCKIIYMTENbHAA PeAKOCTb, OTpaaloLas pe3ynb-
TaT KonoccanbHoi paboTtbl MeTTaxa XanuMoBMya, KOHeY-
HOW LleSIbl0 KOTOPOM OH BMAeN cnaceHue nwgen. Ho cnycta
nonroga nocne u3bpanusa Ha aty gomkHocte ®.X. KyTywes
NepexofuT Ha AO/KHOCTb 3aBefyloliero Kadepnpoi ob-
el xupyprum JIeHUHrpaacKoro nefuaTpuyeckoro Meau-
LIMHCKOr0 WMHCTUTYTA, KoTopas basupoBanacb B GonbHULe
uMm. B.B. Kyitbbiwesa (HbiHe Mopofckas MapumnHcKas 6onb-
HMLa). IMeHHO 3aech pasBepHYIICA BECh €10 XUPYPruyecKuit
¥ OpraHM3aumMoHHbIi TanaHT. OH Hayan pasBuBaThb CHayana
KapaMOXuUpYprulo, Omepupyst BPOXAEHHble W npuobpeTeH-
Hble MOPOKM CepALa, @ 3aTeM ero «KOHbKOM» CTanu one-
pauuM NpW OHKONOTUYECKUX W TyDEPKYNEe3HbIX MOPaXKEHUAX
NETKMX.

B 60-x rogax npoworo ctonetus QeTrax Xanumosuy
ObIn1 Ha3HaueH rnaBHbIM XUPYproM JleHnHrpaaa u npopabotan
B 3TOW JomkHocTM bonee 20 net. HeopHokpatHo u3bupancs
Ha BOMKHOCTb NpefcefaTeNif NpPaBAeHNUs XVPYPruyecKoro
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Puc. 12. MoHorpadusa @.X. KyTywwesa «[lnarHocTu-
Ka W NeYeHne OTKPLITOrO apTepuanbHOro NPOToKa,
1962r.

Fig. 12. Kutushev's monograph «Diagnosis and
treatment of the patent ductus arteriosus», 1962

obuwiectBa uM. H.W. MNuporosa. B Hauane 90-x ropos, Koraa
3HAYNUTESIbHO YBENIMYMIICS MOTOK NOCTPAAABLUMX C HOXEBBIMU
W NyNeBbIMM PaHEHUAIMY, B CTeHaX D0NbHMLbI OPraHM30BaHo
noj, ero pyKoBOLCTBOM OTZEJIEHWe TpaBMbI FPYAM U KUBOTA,
KoTopoe dyHKumoHupoBano Ao 2018 r. v coirpano 6onbLuyto
POJib B JIEYEHNM [LAHHON KaTeropun nauueHToB.

QetTAX XanuMOBMY aKTMBHO BKIIIOYMNCA HE TONbKO
B MPaKTUYECKYI0, HO W B NPenojaBaTesNbCKyto AeATeNbHOCTb.
TaK, NoA ero pyKoBOACTBOM 6blno BbINOAHEHO 27 KaHAU-
[AaTCKuX 1 8 noKTopckux aucceptaunid. KpoMe Toro, oH Bbl-
cTynan B KayecTBe 0(uMUManbHOr0 ONMoHeHTa bonee yeM
Ha 450 3awutax. MHorMe y4eHUKW BNocneLcTBUAN CTanu U3-
BECTHbIMM Xupypramu, cpeam Hux I.0. baratypus, 10.A. Cne-
cuBues, J1.11. beusas, LK. Ypakuees u gp. [9]. lpodeccopom
®.X. KyTywweBsbiM 6bi0 n3gaHo 12 MoHorpadmii u nopsaka
200 TpynoB. 3a CBOK Hay4Hyl [eATeNbHOCTb OH YAOCTOEH
npemun CoBeta Munuctpo CCCP, 3BaHMsA «3acnyeHHbli
LesTenb Hayku PO» 1 3BaHMsA NOYETHOrO YneHa y4eHoro co-
BeTa CI6IMTIMA.

®eTTax XanuMoBu4 He mpepbiBan cBA3b C BonbHULEN
1 By30oM (puc. 13) nocne yxofa Ha NEHCUIO, YacTo NpUesan,
Bbln B Kypce BCex COOBITUA U U3MEHEHW, MPOUCXOAALLMX
B UX CTeHax [9].

3AKJIKYEHUE

Hacnenue, KoTopoe octaBun nocie cebs @etrax Xanu-
MoBuY KyTylueB Henb3si nepeoLeHuTb. 3T0 U HOBaTOPCTBa
B XMPYPruu, U OpraH13aLus XMpypruyeckom noMoLLm B Me-
ranosivce, Koum Bcerfa bbln Haw ropof, a Takke brects-
LLMe Hay4yHble paboTbl M CO3aHHasA UM LIKOSA XMPYProB, ero
Y4YEHWKOB U Mocies0BaTesen.
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Puc. 13. lNoueTHblit uneH yyeHoro coseta CaHKT-[leTepbyprckoro rocygapcTBeHHOro NeaMaTpuueckoro MeAMLMHCKOrO YHUBepCUTeTa

®.X. Kytywes (cnpasa), 1999 .

Fig. 13. Honorary member of the Academic Council of the St. Petersburg State Pediatric Medical University F.H. Kutushev

(right), 1999

A0NOSIHATENIbHAS UHOOPMALIUA

BnarogapHocTu. ABTopbl bnarofapsT 3a NOMOLLb B HanMca-
HWM CTaTbl U NPeSOCTaBEHNM IMYHBIX MaTepuanoB foub PetTaxa
XanumoBuya npodeccopa Mannmio PetraxosHy KyTywesy.

Brknap, aBTOpoB. Bce aBTOPbI BHECNM CYLLECTBEHHBIA BKIIAA
B pa3paboTKy KOHLenuuu, npoBefeHue MCCnefjoBaHUs W MOA-
rOTOBKY CTaTbW, MPOYNM 1 0400puin duHanbHYI0 Bepcuio nepef
nybnukaumeit). JInuHbliA BKIap Kaxaoro astopa: J1.B. Lernosa,
JLI0. Apmiox, H.P. KapenunHa, M.[1.J1. OnneansaHo — paspaboTka
[u3aitHa 0630pa, HanmcaHue TeKCTa cTaTby, obLlee pefaKTUpoBa-
HWe, nuTepaTypHbid nouck; M.P. Fadmatynun, K.A. Tadmatynuxa,
M.0. bycopruHa — obLuee peaaKTMpoBaHue, MTEpaTYpPHbINA MOUCK.

UcTouHuk dmHaHcpoBaHus. ABTopbl 3asBAAIOT 06 OTCYTCTBUM
BHELUHero GUHaHCMpOBaHUA NPV NPOBELEHUN UCCIeA0BaHNS.

KoHdnukT unTepecoB. ABTopbl AeKnapupylT OTCYTCTBUE SIB-
HbIX 1 MOTEHLMaNbHbIX KOHPJIMKTOB MHTEPECOB, CBA3AHHBIX C My-
OnMKaLpeit HacTosALLEeN CTaTbu.
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