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B reHe ABCC8
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AHHOTALNA

BpoKAeHHbIN TMNEPUHCYIMHU3M — HacNefCTBEHHOe 3abofieBaHue, OTHOCALLEeCs K rpynne opdaHHbIX, KIMHUYECKH
NposBNAIOLLEECs pPa3BUTUEM MEepCUCTUPYIOLLMX TMMOMIMKEMUN B HeoHaTalbHOM nepuofe. HeBposornyeckue paccTpoiicTaa,
BO3HWKalOLLMe BCeCTBME NEPCUCTMPYIOLLMX TMMOTIMKEMUIA, B 6ONBLUMHCTBE CIly4aeB COMPOBOXKAAIOTCS HapyLLEHNEM BYHK-
LMW LeHTPanbHON HepPBHOW CUCTEMBI, PErpeccuen 1 3afepxKon NCMXOMOTOPHOIO M PeyeBoro passuTHS. [ns BpOXAEHHOMO
TMNEepPUHCYNIMHM3Ma XapaKTepHa reTeporeHHOCTb GeHOTUNOB 3abosieBaHNSA, NPOSBNSAIOLLASACA Pa3fINYHOMN BbIpaXKEHHOCTHIO M1-
MOrJIMKEMUYECKOr0 CMHPOMA, MeTabosIMYeCcKUX U HEBPOSIOTMYECKMX CUMMTOMOB, YTO 3aTPYAHSAET BEPUGUKALMIO AMarHo3a,
LVKTYeT HeobXoaMMOCTb KOMMJIEKCHOrO 00CnefoBaHus, B TOM YMC/e MPOBELEHUS MOMEKYNAPHO-TEHETUYECKOrO aHann3a
Y NaUMEHTOB W YNIEHOB MX CeMeid. 3T0 M03BONISET CBOEBPEMEHHO HA3HAUUTb MHCYNMHOCTATUYECKYID Tepanuio, TeM CaMbIM
CHU3UTb PUCK Pa3BUTUSA TSKENBIX HEBPOOTMYECKMX U METabOoSIMHECKNX OCNOXHEHUI. B cTaTbe NpeAcTaBneHo onucaH1e Tpex
K/IMHWYECKWX CITy4aeB BPOXKAEHHOrO MMMEePUHCYIMHU3MA, COMPSXKEHHBIX C FOMO3UroTHBIMU BapuaHTamu B reHe ABCC8 n ay-
TOCOMHO-PELIECCUBHBIM TUMOM Hacief0BaHWs, BOLLEALUMX B YACIIO paHee MCCiefoBaHHbIX HaMU NaLMEeHTOB C BapuaHTaMu
B reHax ABCC8 v KCNJ11. Pe3ynbTaTbl 4aHHOI0 UCCNeA0BaHUA YacTUYHO onybanMKoBaHbl aBTopamm paHee. OnbIT HabnofeHns
33 AaHHBIMW NaUMeHTaMM OTPAXKAET BAXHOCTb PaHHel AMarHOCTUKM BPOXIEHHOMO MMMNEPUHCYSIMHU3MA, B TOM YUCTE C UC-
Mosb30BaHNEM MOJIEKYNAPHO-TEHETUYECKOr0 UCCef0BaHMs, CBOEBPEMEHHOI0 Ha3HauYeHUsi MHCY/IMHOCTaTUYECKON Tepanuy,
Mno3B0NAeT 06LEKTUBHO OLLEHNUTb IPHEKTUBHOCTb MPOBOLMMONO JIEYEHMS, CHU3UTb PUCK Pa3BUTUA TAXESBIX METaBONMUECKMX
1 HEBPOMNOTMYECKUX OCTIOXHEHM.
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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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[EPELIOBAA CTATBA

BBENEHUE

BposkaeHHbIA runepuHcynmHuaM (BMM) — 3to Hacneg-
CTBEHHOe 3aboneBaHWe, KIIMHUYECKM MPOSBNIAtOLLEeCs pas-
BUTUEM MEPCUCTUPYHIOLLMX TUMOMNIMKEMUI B HEOHATaNbHOM
nepuoge [3, 8]. BI'M otHocutca K rpynne opdaHHbIx 3abone-
BaHui1 1 BcTpeyaetcs ¢ yactoton 1: 30000-50000, nocturas
1:2500 B cTpaHax, roe pacnpocTpaHeHbl 6M3KOpOACTBEH-
Hble Bpaku [11, 12]. Mo nocnegHMM [aHHbIM, NepBUYHas
3abonesaemoctb B[ B Poccuitckoit ®epepaumm 3a 2015-
2017 rr. coctaBuna 1: 50 638 »uBbIX HOBOPOXAEHHBIX [7].

[na BI'N xapakTepHa BbiCOKas BapuabenbHOCTb KIIMHM-
UECKWX MpOsBNIEHWH, 00YCNOBNEHHas reTepOreHHOCTbI0 M-
cTonornyeckux dopm BI'M n nonumopdHocTbio MoneKynap-
HO-reHeTU4eckux aedektos [1, 4, 7, 14, 17].

B nopaensiowieM bonblumHcTBe cnydyaes (40—60 %) pas-
BuTHe Bl obycnoBneHo HanuMuMeM natoreHHbIX BapuaHTOB
B reHax, Koampyrowmx oenku ATO-3aBucuMbIX K-KanmueBbix
KaHanoB [B-KNeToK nofMenyaouHoi xenessl (ABCC8
u KCNJT11) [6]. B HacToslee BpeMsi OMMCaHbl KaK ayToCOM-
HO-[,0MWHaHTHbIE, TaK U ayTOCOMHO-PELIECCMBHbIE MyTaLMM
reHoB ABCC8 u KCNJ11. AyTocOMHO-peLieCcCUBHbIE NPUBOLASAT
K pasBUTUIO TsKENbIX AMDdY3HbIX AMa30KCUMAPE3UCTEHTHbIX
dopm [13, 16, 19]. BapnaHtbl MoryT bbITb yYHacnen0BaHbI
T poauTeneii unu noseutbes de novo [15]. CaMble Taxenble
W3 HUX — FOMO3UTOTHbIE, MPUBOASLLME K HEBPONOTMYECKUM
1 MeTabonmueckuM ocnoxHeHuaM. KpoMe Toro, onis ofHoro
1 TOTO 3Ke BapWaHTa B Kay3aTUBHOM reHe CBOMCTBEHHA BbICO-
Kas NeHeTPaHTHOCTb, YTO ONPeAeNSieT reTeporeHHoCTb deHo-
tmnoB npu BIW [7, 14, 17, 20]. 3To aukTyeT HeobxoaUMocTb
KOMMJIEKCHOr0 06cne0BaHus, B TOM yucie npoBegequs MMM
y npobaHaa v UneHoB ero CeMbM, YTO NO3BOJIAET MOJHOCTHIO
BepUMUMPOBaTb AMArHo3, CBOEBPEMEHHO HA3HAYUTb WH-
CY/IMHOCTATMYECKYI0 Tepanuio, TeM CaMblM CHU3UTb PUCK
pa3BUTUA TKENbIX HEBPOJIOTMYECKUX M MeTabonmuecKux
0CIOXKHEHWM.

B cratbe nmpepactaBneHo onucaHue Tpex KIMHUYECKUX
cnyyaeB BIW, conpsikeHHbIX € rOMO3UroTHLIMU BapuaHTaMu
B reHe ABCC8 1 ayToCOMHO-peLiecCMBHBIM TUMOM HacneaoBa-
HWS, BOLLEALIMX B YMC/I0 paHee 06cnie0BaHHbLIX HaMU Naum-
eHTOB ¢ BapuaHTamu B reHax ABCC8 n KCNJ11. Pe3ynbtarthl
[aHHOr0 McCie0BaHMa onybMKoBaHbl aBTopamMm paHee [5].

KIMHUYECKUIA CTYYAN N2 1

MaumeHTka C., peBoYKa, OT 4-i BepeMeHHOCTH, € 0TA-
FOLLEHHbIM ceMelHbIM (cecTpa 6onbHa BI'M) u aHTeHaTanb-
HbIM aHaMHe30M (y MaTepu — TOKCMKO3 B 1-M TpUMECTpe,
aHeMus, UMTOMeranoBMpycHas MHGMEKUMs, ypeannasMmos,
KaHAMAO03HbIA KOMBMUT BO 2-M U 3-M TpuMecTpe bepeMeH-
HOCTW, OTeKM bepeMeHHbIX), B pofiax paHHee W3NUTHE OKO-
nonnofHblx BoA. Pogmnacb Ha cpoke 41 Hep., ¢ Maccom
4000 r, mmHHOM 54 cM; oueHKa no wKane Anrap 8/9 6annos.
Ha BTOpble CYTKM M3HM OTMEYEHO YXY[LUEHUE COCTOSHMS:
CHXeHue caTypaummn oo 70-75 %, runornukemus (rniokosa
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B nnasMe kposu 0,9 MMonb/n), CONpoBOXKAAlOLLANACA CyLo-
poramu, 3aKaTbIBaHWEM [J1a3, MbILLEYHOM r1noToHmen. ocne
BBEJ,EHNS [MII0K03bl 0TMEYanachb NoNOXKUTENbHAsA OMHAMKKa
(NpeKpallueHve cypopor, HOpManu3auus rKo3bl KPoBw).
Mpu nonbiTKe NpeKpaLleHns BHYTPUBEHHOTO BBEAEHNSA pac-
TBOpA [/IOKO3bl — MOBTOPHbIE MPUCTYMbl FMNOTIMKEMUM
C CyaoporamMu M arHo3, Haxofunacb Ha WCKYCCTBEHHOW
BEHTUNALUMM Nerkux. o AaHHBIM rOpMOHaNbHOMO MCCneso-
BaHus: uHcynmH 9,1-16,1 MrkED/Mn (N 2,0-25,0), C-nentug
2,76-1,9 wr/mn (N 0,5-3,2), nHCYynMHONOAOOHLIN (aKTop
pocta 1 (M®P-1) 67,1 vr/mn (N 31,0-43,0), kopTuson 23,4-
109,8 uMonb/n (N 55,0-304,0), TpeoTponHbii ropMoH (TTI)
1,2 MKME/Mn (N 0,34-5,6), TvpokcuH cBoboaHbil (T4cB)
11,6 mkmonb/n (N 7,9-14,4), TecT Ha KETOHbl U aMMOHWIA
B KPOBM M MOYe [ian OTpULaTeNbHbIN pe3ynbTat. [pu auHamu-
YECKOM HabLEHNM 0TMEYaNUCh YacTble 3NU304bl TAXKENON
TUMOTTIMKEMUU, BbICOKasi NOTPEBHOCTL B F/lOKO3e — [103a
12 Mr/(Kr - cyT). [InarHocTMpoBaH BPOXAEHHbINA TMNepUHCY-
nnHK3M. lonbiTKa MeMKaMeHTO3HOM Tepanuu npenapara-
MW aroHuctoB AT®-3aBucuMbix K-KaHanoB — [Ma30KCUA
B fo3e 20 mr/(Kr - cyT) — oKa3anacb Mano3pdeKTUBHON.
Crabunmsauus ypoBHs rNOK03bl bblNa 4OCTUIHYTa Noche Ha-
3HaYeHuMs Tepanuu aHanoroM coMaTocTaTMHa — OKTPeoTUs,
B fo3e 5-10 MKr/(Kr - cyT) nogkoxHo. B Bo3pacte 7 Mec.
Ha G oHe HOpMOINIMKEMMM BblnM 3aperncTpUpoBaHbl HEOAHO-
KpaTHble CyOpOKHblE MPUCTYMbI C 3NUNENTU(OPMHON aK-
TMBHOCTbI0, MOATBEPKAEHHON MO AAHHBIM 3MIEKTPO3HLEeda-
norpammbl (33). HazHayeHa NpOTMBOCYAOPOXKHas Tepanusi.

C Uernblo OKOHYaTeNIbHOM BepuMKaLmMmM SuarHosa u nep-
COHMGbMLMPOBAHHOTO NOAX0AA K JIEYEHMIO MPOBEAEHO Mofe-
KyNnsipHo-reHeTMyeckoe uccneposanme (MIN): B rene ABCC8
(NM_000352.6) B 3K30He 2 obHapyMeHa 3aMeHa 0JHOro
HYK/1E0TUAA B FOMO3WIOTHOM COCTOSIHWUM, NPUBOASALLANA K 3a-
MeHe aMuHoKMcNoThl €.259T>C, p.Cys87Arg. laHHas MyTaums
B reHe ABCC8 BbisiBNeHa y 0TUa, MaTepu 1 CTapLLen CecTpbl
C opraHuyeckuM nopaxenueM LLHC n nepcuctupyrowmmu
runornukemMusamm. [lnarHos y crapiueii cectpbl Bepuduumpo-
BaH nocne nonyyeHus pesynstatos MM Bcex uneHoB ceMbi
B Bo3pacte 12 net. MeHeanornyeckue AaHHble MALMEHTKM
npeLcTaBNieHsbl Ha puc. 1.

ca2

O

Do

Puc. 1. l'eHeanornyeckve faHHble naumeHTKM C. ¢ BPOXKAEHHBIM
TUNEPUHCYNIMHU3MOM

Fig. 1. The genealogy of the patient C. with congenital hyper-
insulinism
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Fig. 2. Daily sensory monitoring of glycemia in a patient C. with congenital hyperinsulinism

lMoBTOpHOE 06CNEA0BaHME NALMEHTKW NPOBEAEHO B 3H-
LOKPUHONOTMYECKOM oTfeneHnn B Bo3spacTe 1,5 net. Mpu
(M3nKanbHOM 0CMOTpe Y AEBOYKM BbisiBNEHa M36bITOYHas
Macca Tena, Bec 11 Kr, uHgekc maccbl Tena (MMT) 17,63 kr/m?
(SDSyy; +1,42), poct cpephuit 79 cm (-1,50 SDS).
Mpu aHanM3e CyTOYHOrO paLMoHa BhiSBNEH AncOanaHc Mex-
LY OCHOBHbIMM NULLIEBbIMK BeLLecTBamMu (yrieBoAbl, besky,
XUpbI) C NpeobnafaHWeM YrneBofoB 3a CYET NPOLYKTOB
C BbICOKUM TJIMKEMUYECKUM MHLEKCOM. [1py oLeHKe HeBpo-
NOTMYECKOro cTaTyca 0TMeYeHa creumduyecKas 3afepHKa
BO3pacTHOr0 NCUXOMOTOPHOrO Pa3BUTUSA (CaMOCTOATENBHO
He CTOMT, XOAMT C OMOPOW, M3 YalUKK He MbeT, NUpPaMUIKY
He cobupaeT, Ha KapTUHKaX He yrablBaeT NPeAMeThI, B peun
npeobnagaet cnorosblii NieneT). CyaopoXHbIX NpUCTYMoB
B TEYeHWe nocneaHux 6 Mec. He bbino. Mo gaHHbIM 33T do-
HOBbI NaTTepH NPeACTaBNeH NOMMMOPGHON aKTUBHOCTBIO;
04aroBoM U 3NKUNeNTUPOPMHOI aKTUBHOCTU He 3aperncTpu-
pOBaHo.

PebeHok npofjoniaeT JieyeHre aHanoroM coMaTocTaTmHa
[oKTpeoTUA B A03e 6,2 MKI/(Kr - cyT)] MOAKOMXHO METOAOM
MoMrbl ¥ NPOTMBO3NUIENTUYECKYK MOHOTEpPanuio (Banbnpo-
eBasl Kucnota, B gose 180 Mmr/cy).

KoHTponb rMoKo3bl KPOBM OCYLLECTBASETCA Kpyrnocy-
TOYHO C MUCnosib3oBaHUeM cucteMbl flash-MoHUTOpUpoBaHKS
(puc. 2). 3aboneBaHne KOMMEHCMPOBAHO, YTO MOATBEPK AT
AaHHble nabopaTopHoro 06cneAoBaHUs: MMKUPOBAHHBIN re-
mornobuH (HeATc) 4,7 % (N 4,0-6,0), uHcynuu 2,0 MKEL/Mn
(N 2,0-25,0), ypoeHb C-nentuaa 2,24 vr/mn (N 0,50-3,20).
3nu3ofbl MMNOTIMKEMUM BO3HUKAOT PeAKO Ha QOHe MHTEp-
KYPPEHTHbIX 3aboneBaHuii (MUHUManbHas [M0KO3a KPOBY
2,9 mmonb/n).

DAl https://doiorg/10.17816/PED1445-12
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MaumeHTka 3. (cTaplas cecTpa), LeBoYKa oT bepeMeH-
HOCTH, MPOTEKaBLUEN Ha QoHe aHeMuW, 060CTpeHus Xpo-
HWYECKOro MuenoHedpuTa, B pofax — MPeXAeBpeEMEHHOe
W3NIUTWE OKOMOMMOAHbIX BoA. Poaunack B CPoK C Maccoii
3920 r, navHom 53 cM, oueHKa no WwKane Anrap 7/8 bannos.
C nepBbIx CYTOK W3HW Yy pebeHKa 0TMevanucb: nepuoau-
yeckne (dacumkynsauMmM) UnKM cnacTUYecKWe COKPaLLEHMS
MbILLL, MPABON PYKM U HOTW, rurnopedreKcus, Baoe coca-
HWe. Ha TpeTbM CyTKM BriepBbIe 3aperncTpupoBaHa runoru-
Kemus (rnioko3a Kpoeu 0,98 MMonb/n), conpoBoxaatoLLasca
TOHWKO-KJIOHUYECKUMU CY[,0POraMm 1 HapyLLEHWeM AbIXaHus
(anHo3). B TeyeHWe CyTOK HaxoAunacb Ha MCKYCCTBEHHOV
BEHTUNALMM NIErkuX. [MNOrnMKeMus KynupoBaHa BHYTpU-
BEHHbIM BBEAEHWEM pacTBOpa IJHOKO3bl M pacLieHeHa Kak
TPaH3MTOpHas, TaK KaK Npu LnUTeNbHOM (B TedeHue 1 Mec.)
OMHaMWYeCKOM HabIOLEHWN MOKa3aTenu rNoKo3bl Oblu
B HopMme. [lOBTOpPHO NpMCTYNbl rUnornMkemMun (rnioKosa
Kposu 0,98-2,7 MMonb/n), conpoBoKAalOLLMeCs Cyaopora-
MU, 0TMeyanuck B Bospacte 1,5 u 4 Mec. Ha ¢oHe OPBWU.
[Ing yTOYHEHUS MPUYMH MEPCUCTUPYIOLLEN TUMOrIMKEMUN
[eB0YKa bbina 0bcnesoBaHa B 3HAOKPUHOMOTMYECKOM OTAE-
nexuu. Mo AaHHBIM rOPMOHANBHOMO UCCNEeL0BaHMS: UHCYIH
2,0 MkEZl/Mn (N 2,0-5,0), C-nentug 0,83 Hr/mn (N 0,5-3,2),
KopTuson 276,0 HMonb/n (N 55,0-304,0), UOP-1 62,0 Hr/mn
(N 31,0-43,0). KeToHbl ¥ aMMOHMIA B KpOBU 0OHapyeHbl
He bblnu. Mo pesynbTataM Npobbl ¢ FoKaroHoM (basanbHbli
ypoBeHb rivkemumn 1,69 mMMonb/n, ukcynue 2,0 MKE[/Mn;
yepes 15 MuH: rtoKo3a 5,42 MMonb/n, HeynuH 11,1 MKEL/Mn;
uepe3 90 MuH: rtoKo3a 2,16 MMonb/n, MHcynuH 2,0 MKEL/Mn).
06bcnepoBaHa HeBPONIOrOM; N0 AaHHbIM cepun 331 3nu-
nenTUdOPMHOI aKTMBHOCTM 3aperucTpUpoBaHo He Obino,
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MpOTUBOCYAOPOXKHYI0 Tepanuio He monyyana. Habniopaetcs
3HA0KPUHONOrOM aMbynaTopHo, B paHHEM BO3pacTe C LeJibio
MpeaynpexaeHns TUnorIKeMmUiA B paumoH bbln BBEAEH Ky-
KYPY3HbIii Kpaxman, KOHTPOMb TNIMKeMUK Obin perynspHbIM.
MHcynuHoCTaTUYeCKylo Tepanuio He Monyyana, AJnTeNb-
Hoe BpeMs Oblfia KOMMNEHCMpOBaHa Ha (oHe ameTbl. Hets-
JKenble CNydYau TUMOrIMKEMUM OTMeYanucb PedKo Ha (oHe
WHTEPKYPPEHTHbIX 3aboneBaHnin. COCTOUT Ha LMUCMAHCEPHOM
y4eTe Yy HeBpoJiora B CBA3M C 3aJEPIKKON NCMXO-PEYEBOro
pasBUTHA.

B Bo3pacte 9 net obcnenoBaHa B 3HAOKPUHONOMMYeE-
CKOM oTaeneHun. llpy oueHKe aHTPOMOMETPUYECKMX MNo-
KasaTenen [MarHocTMpoBaHo oxupeHue Il ctenenu: Bec
53 kr (UMT 27,7 kr/m%, SDS; +3,02), pocT 139 cM cpeaHmit
(SDS,cra +0,49). Mpu  exeAHEBHOM MOHUTOPUPOBaHUM
YPOBHSA TIOKO3bl KPOBM 3aperMcTpupoBaHbl 3nu3oabl bec-
CUMMTOMHON TUMOFSIMKEMUM (CHUIKEHME TNIIOKO3bl KPOBY
A0 2,7 MMofb/n), YpOBEHb MHCYSIMHA B MOMEHT MMMOrK-
Kemumn coctasun 39,85 MkE[/mMn (N 2,9-28,8), C-nentuaa
3,89 ur/mn (N 0,78-5,19).

KJIMHUYECKWIA CITYYA Ne 3

MaumeHTtka M. (MnaaLwas cectpa). PebeHok oT 6epemeH-
HOCTW, NMPOTEKaBLUEW C Yyrpo3oM MpepbiBaHUS U recTo3oM,
B POAax Npex4eBpeMeHHOe W3NUTME OKOMOMIOAHbIX BOA.
Poounack B cpok ¢ Maccoi 3290 r, gnmHoi 50 cM, oLeHKa
no wkane Anrap 8/9 6annos. MoBTopsiowMeCs TUMONMKe-
MWW 0TMeYaIUCh CO BTOPbIX CYTOK XM3HU (MUHUMaIIbHbIN M0-
KasaTesb r/ioKo3bl Kposu 1,4 MMonb/n). [Ins noaaepaHus
HOPMOTJIMKEMUM MPOBOAMNOCL ANUTENBHOE BHYTPUBEHHOE
BBE[leHMe pPacTBOPOB rMoKo3bl [10—12 Mr/(Kr - cyT)] ¥ UHBEK-
UMM npeaHu3ooHa. MNpu aMHaMuy4eckoM HabnoaeHun exe-
AHEBHbIE 3MWU30/bl TMMOTIMKEMUM, B TOM YMCie MOCTNPaHAN-
alnbHOM (CHYXKEHWE YPOBHS TIOKO3bI KPOBY A0 2,5 MMOSIb/T),
CcompoBoXanuch cnabocTblo, 3aKaTbiBaHWEM [Jia3, Taxu-
Kapaven. Mo faHHbIM nabopaTopHOro UccnefoBaHWs: WH-
cynud 3,13 MxEl/mn (N 2,0-10,0), C-nentug 0,98 Hr/mn
(N 0,5-3,2), U®P-1 46,1 nr/mn (N 31,0-43,0), KopTuson
141,0 umons/n (N 55,0-304,0), TTT 2,13 MkME/mn (N 0,34-5,6),
Thes 14,97 mrmonb/n (N 7,9-14,4). YautbiBas nepcuctupyio-
LUMA XapaKTep TSHKENbIX MUMOMIMKEMUIA U AaHHbIE FOPMOHasTb-
HOTO McCnefoBaHus, Y feBoYKM 3anopo3peH B, Havata Te-
panus aHasoroM coMatocTaTuHa [oKTpeoTua, 25 MKI/(Kr - cyT)]
METOJO0M MOJKOXHBIX MHBbeKUMA. [lonbiTKa nepeBoja
Ha npenapat aroHucToB AT®-3aBucuMbIX K-KaHanoB [aua-
3oKeua, max 15 Mr/(Kr - cyT)] oKkasanacb He3hdEKTUBHON;
Bbinia NPoAoMIKEHa KOHCEPBATMBHAsA Tepanus OKTPEOTULOM,
Ha (oHe KOTOpOIi JOCTUrHYTa CTOMKas HOPMOTTIMKEMMS,

lpuHMMas BO BHUMaHWe [aHHble CEMENHOro aHaMHe-
3a (BAMTENbHYI UCTOPUI0 NEPCUCTUPYIOLLEN TUNOTTIMKEMUN
y CTapLueil cecTpbl), ANs MOJSHOW BepuduKauMn auarHosa
06eyM [eBOYKAM BbIMOJIHEH MONEKYNAPHO-reHETUYECKHUIA
aHanu3. Y naumMeHTOK BbISIBIEH FOMO3WIOTHbIM BapuaHT
B reHe ABCC8 (NM_000352) c.3754-2A>G. Kpome Toro,

Tom14,N°4,2023

DAl https://doiorg/10.17816/PED1445-12

Meavatp

Bl Br

Puc. 3. [eHeanornyeckmne faHHble cubcos 3. u M. ¢ BpoXAEHHBIM
TUNEPUHCYIMHA3MOM

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

NpoBeAEHO MeAUKO-reHeTUYecKoe KOHCYIbTUpOBaHWe ce-
Mbu M MIW. Y oTua obHapyKeHa aHanoruyHas MyTaums
B reHe ABCC8 B reTepo3vrotHoM cocTosiHuu. Matb oT uccne-
[0BaHus 0TKasanacb (puc. 3). BospacT cectep Ha MOMEHT
NPOBeLEHNs MONEKYNAPHO-TeHETUYECKOT0 UCC/eL0BaHuS
cocTaensan 3,5 roga v 3 Mec. cooTBETCTBEHHO. [eHeanornye-
CKMe [LaHHble CMOCOB MpeACTaBNeHbI Ha puc. 3.

MpW NNaHOBOM KOHTPONIbHOM 06Cnes0BaHNM B BO3pacTe
7 neTy naumeHTKn M. gmarHoctpoBaHo oxupehue |l crenenu
(Bec 34 Kr, UMT 22,84 kr/m%, SDS,y; +2,69), pocT cpeanuii —
122 cM (SDS,,, =0,46). OTCTaeT B nevxo-peyeBoM passuTm,
HabntopaeTcs HeBpONOroM Mo noBoAy Au3apTpuu. Mo paH-
HbIM MocniefHero nabopaTopHoro 0bcnefoBaHUs: UHCYIUH
8,9 nmonb/n (N 2,9-28,8), yposeHb C-nentuga 0,97 Hr/mn
(N 0,78-5,19).

B KauecTBe MHCYNMHOCTATMYECKOW Tepanuu NosyyaeT oK-
TPeOTUL, 4,7 MKr/(Kr - cyT) METOAOM MOAKOMHbIX UHBEKLMIA.
Ha doHe neyeHnss 1 MOCTOSHHOrO MOHWUTOPWHra FIHOKO3bI
KPOBY PErVCTPUPYIOTCSA MMMOTTIMKEMUW, B TOM YUCTIE TAKENbIE
(MMHUManbHBIV NOKa3aTesb FoKO3bl KpoBy 1,9 MMonb/), Mpo-
SBNAIOLLMECSH HEMPOT/IMKOMEHUYECKMMW CUMMTOMaMK (roJioB-
Has b0Jib, FONOBOKPYKEHNE, CUHKONANBHBIMU COCTOSHUAMM).

OBCYXAEHWUE

Y Bcex Tpoux naumeHTOB Obinn 0BHapyeHbl romMo3u-
roTHole MyTauuu B reHe ABCC8 w oTsrowleHHas Hacnep-
CTBeHHOCTb. Y nmaumenTku C. obHapymeHa Haubonee pac-
MPOCTPaHeHHas MUCCEHC-MyTaLus, xapakTepHas ans BI.
Y poAcTBeHHbIX NPobaHA0B, MMEKLLMX Pas3fIMYHbIA HeHoTMN
TEYeHWs, BbISIBNIEHA CrlaicuHroBas Mytaums. B npouecce
06cnenoBaHMsA YNEHOB UX ceMeln NofobHbIe BapuaHTbl B Kay-
3aTUBHOM reHe Bblin BbISIBNIEHbI B FOMO3UTOTHOM COCTOSIHUM
y cnbCoB, TaKKe CTPaAaoLLMX NePCUCTUPYIOLLMMM TUNOTN-
KEeMWSIMU, U B TETEPO3UrOTHOM Y UX 3[0POBbIX POAUTENEN.

B nutepatype onucaHbl NoAobHble ciyyan BIM B nonyns-
LISX C BbICOKOW 4acTOTOM KPOBHOPOACTBEHHbIX 6paKoB [12, 16].
Mo AaHHBIM reHeanornyeckoro aHamHesa B 0bcnemyeMbix
ceMbsix BM3KopoACTBEHHBIX BpakoB He bbino.
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OnmcaHHble Hamm ciyyan BIU neMoHCTpUpYHOT BbICOKYH
BapuabenbHOCTb KIIMHUYECKWX NPOABIEHMI W TabopaTopHbIX
nokasarenei. Y naumeHTku C. Habmoganach paHHAs MaHu-
decraums, TAXKenoe nNporpagueHTHoe TedyeHue 3aboneBa-
HWS, 0BYCIOBNIEHHOE MEPCUCTUPYIOLLMMU TUNOTTIMKEMUAMM,
COMPOBOXAAKLLMMUCSA NPUCTYNaMU CYZOPOT W BbICOKOW
NoTpeOHOCTbH B ANUTENbHOWM MHQY3MM pacTBOpaMM TiOKO-
3bl — [0 14 Mr/(kr - cyT). Y ofHoM 13 cecTep (naumeHTka M.)
3aboneBaHue TaKKe MpOTEKANo TAXeNO, B TO BPeMs KaK
y BTOpO (NaumeHTKa 3.) Habntofanock Msrkoe Tedenue BIU,
He TpebyloLLiee MHCYAMHOCTaTUYECKOW Tepanuu. MHorme wmc-
cnefoBaTeNu 0TMeYaloT Tskenoe TeyeHne BIU npu romosu-
rOTHbIX BapuaHTax B reHe ABCCS, ofHaKo onucaHbl ciyyau
C MATKMM (EHOTUNOM M MaHudecTaumein B boniee no3gHeM
Bo3pacre [4, 18].

Mo faHHbIM 3apybexHbIX Konner, pasnnuus B GeHoTH-
nax TeyeHust BIM y npobaHaoB, BEpOATHO, CBSA3AHO C MOAU-
(GUKaumen reHoB, BO3AENCTBUEM 3MUrEHETUHECKUX (aKTO-
POB, a TaKKe 0COBEHHOCTAMM MexaHu3Ma criamcuHra [20].
MomobHas KMHMYeCcKas reTeporeHHoOCTb MpU FrOMO3UIroTHOM
cnianc-MyTauum bbina onmcaHa y naumeHToB U3 Anoxum [20].
Mpu oueHKe nabopaTopHbIX NOKa3aTeNen y «Halux» naum-
€HTOB C TAXesbIM TedeHneM BI'M 6bian BbisBNEHbI BbICOKWE
YPOBHM MHCynMHa M C-nenTupa Ha QoHe TMNOrMKeMUM,
B TO BpeMs KaK Y [1leBOUKM C ferkon ¢opmoii 3aboneBaHus
(naumeHTKa 3.) ypOBEHb MHCYNMHA UMEN HeAMarHocTuye-
CKOe 3HayeHWe, YTO 3aTpyAHAN0 BepudMKaumMio AuarHosa.
Y naumenTkmn C. ¢ Taxenon dopmon BI'M Takke bbino 3a-
PErNCTPMPOBAHO CHUXEHWE YPOBHA KOPTU30J1a, YTO CTaso
MoBOLOM K NpoBefeHUto AuddepeHLManbHoN AMarHOCTUKN
C HaZLNoYeYHUKOBOMW HEJ0CTATOYHOCTbI0. CHUMXKEHHBIN FVKe-
MWUYECKMIA NOpOT, 0BYCNOBNIEHHbIN HaNMYMEM NEPCUCTUPYHO-
LLMX TUMOTSIMKEMMIA, HacTo BbI3bIBAET NOJABMEHNE CEKPELIM
KopTu3ona y naumeHToB ¢ BIW, uto TakKe 3aTpyaHseT Bepu-
dukaumto amartosa [10, 18].

Mpu oueHKe napaMeTpoB MCUXOMOTOPHOTO Pa3BUTUS
1 HEBPOJIOrMYECKOr0 CTaTyca Y BCEX TPOUX UCCNeLyeMbiX Na-
LIMEHTOB BbISIBNIEHA Crieumbuyeckas 3afiepiKa NcUXMUecKoro
1 peyeBoro passutus. MaumeHTkn 3. n M. cocTosT Ha auc-
MaHCEPHOM Y4eTe y HEBPOJIOra B CBA3U C 3aJEPKKON Mcu-
X0-peyeBoro passutua. Y naumeHTku C. KpoMe 3afepKu
MCUX0-PeyeBoro pasBuTUA AMarHOCTUpOBaHa 3HUedanona-
TUSI CMELUAHHOM 3THoNIoruu (MeTabonmyecKkn-ueMmuyecKas)
C KACTO3HO-TNIMO3HBIM MOpaXKeHWEM 3aTblI04HbIX A0JIel 0be-
nx remucdep 1 CTPYKTypHas 3nunencus.

lMopaxeHnune LIHC, B ToM uncne Metabonuyeckoe, Bcnea-
CTBME TUMOTNIMKEMUM, MOXKET COMPOBOXAATLCA HAPYLLEHWEM
ee (YHKLMM 1 BbI3bIBaTb PETrPECCHI0 PasBUTUS, NOLTBEPHKAA-
emyto aaHHbIMmn 33T [2, 9].

3AKJIKYEHUE

BolpaxeHHas BapuabenbHoCcTb  MeTabonmyeckux
M HEeBPONOrMYECKUX TNpOSBAEHMA B Tpex MnpencTas-
NEHHbIX  KNIMHWMYeckux cnydasax BIWM peMoHcTpupyet
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BbICOKYH) FEHETUHECKYH MEHETPAHTHOCTb M 3KCMPEeCCUB-
HOCTb, OMPEeAensiollyl reTeporeHHoCTb (EeHOTUNOB, YTO
3aTpyaHAeT AOMarHOCTUKY, TpebyeT MpoBefeHUs MOMeKy-
NAPHO-TEHETUYECKOr0 aHanM3a y NauMeHTOB M YIEHOB MX
ceMeil.

lMonHoueHHoe reHeTUYecKoe obcnenoBaHue nNpobaH-
[0B M UX POACTBEHHMKOB MO3BOJIAET BbIACHUTL XapaK-
Tep HacnepoBaHMA, NOMHOCTbI BepudULMpPOBaTL AMa-
FHO3 M MPOTrHO3MPOBaTb BEPOATHOCTb POXKAEHUA LeTen
¢ B['M B ceMbsix C OTAroLLeHHbIM reHeanorMyeckuM aHaM-
Hes3oM.

AOMO/THUTENIbHAAA UHOOPMALIUA

BnaropapHocTu. ABTOpbI BbipaxatloT bnaroaapHoCTb BCEM CO-
TPYLHWKaM U cneumanuctam, nposoamsiumm MM B8 OTBY «HMUL|
3HpoKpuHonorum» (Mocksa) u OTBHY «HUW ATAP uM. [1.0.01ta»
(CaHkT-INetepbypr), naumMeHTaM M UX poLCTBEHHUKAM.

Bknap aBTopoB. Bce aBTOpbl BHEC/W CYLLECTBEHHbLIA BKA4
B pa3paboTKy KOHLEeNnuuu, NpoBefeHMe WUCCAefoBaHUs W Moja-
FOTOBKY CTaTbW, MPOYAM 1 of0bpunn duHanbHyl0 Bepcuio nepes,
nybanKaumeit.

KoHbAMKT uHTepecoB. ABTOpbI 3asiBNAIOT 06 OTCYTCTBUM KOH-
(nmKTa MHTEpecoB.

WHdopMaums o dmHaHcupoBaHUW. MoneKynsipHo-reHeTUYe-
CKOe UCCef0BaH1e NPOBOAUIOCH B TOM YMC/E B paMKax Nporpam-
Mbl «Anbha-3IHao» npu puHaHCOBOW noaaepxke «Anbda-Ipynn»
1 doHaa «KAD».

WHdpopmMupoBaHHoe cornacue Ha nybamKauuio. ABTOpbI Nosty-
YWIM NUCbMEHHOE COrNacKe 3aKOHHbIX NPeACcTaBUTENEeN NaLMEHTOB
Ha NybnMKaumio MeAULMHCKUX AaHHbIX U doTorpaduii.
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C 6pOHX006CTPYKTUBHBIM CUHAPOMOM, NOCTYNMUBLUMX
B My/IbMOHOJIOrMYecKoe oTaesieHue
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AHHOTALUMA

AkTyanbHocTb. 1o gaHHbIM PoccTara, y AeTeit Hanbosee YacTo NOBOLOM A 06palleHns 338 MeaVLMHCKOW NOMOLLbH ABMS-
toTcs 60N1e3HM OpraHoB AblXaHuA. AHaToMo-du3KoNoryeckne 0cobeHHOCTM AETCKOro opraHn3ma 1 MHGEKLMOHHbIE GaKTopbl
npeapacnosiaraloT K passuTUK CMHAPOMa BpoHXManbHoi 0bCTpyKuMK. B HayuHoi NiuTepaTtype NOATBEPKAEHO, UTO Hanuuue
Aucrnnasum coefuHuTenbHoin Tkauu (OCT) yxyaLwaet TeyeHne cMHApoOMa 6poHxManbHoi obcTpyKummn. BaxHo Boisensts ACT
y [ieTel ¢ bone3HAMM OpraHoB [ibIXaHus, TaK KaK OHM TpebytoT 6osiee MHBa3MBHLIX MeTOA0B 06C/1e0BaHNS. Y faHHOM rpynnbl
MawlMeHToB ecTb 0CO6EHHOCTM Tepanuu, UM HeobxoauMo bosee TLLATebHOE AMHAMUYECKOe HaboaeH e.

Lenb — BbisiBnenne [CT Ha ocHOBe (DEHOTMMMYECKMX MPU3HAKOB U U3yYeHMe ee 0CODEHHOCTEN Y NaLMeHTOB IETCKOro Myfb-
MOHOJ1I0TMYECKOro OTAENEHMS C CUHAPOMOM BPOHXMANBHON 0OCTPYKLMM U XPOHUYECKUM BOCMaeH1eM DPOHXOB, OLiEHKa CTe-
NEeHN TAKECTU 3aboNeBaHNsA, aHanM3 MeTOA0B 006Cej0BaHMSA U Tepanuu.

Matepuanbl U MeTogbl. B cratbe npeacTaBneHbl AaHHble OJHO3TAMHOrO KOropTHOro wuccnefoBaHus 380 nauueHToB
C BPOHX00BCTPYKTUBHLIM CUHAPOMOM, MOJYYaBLUMX CTALMOHAPHOE JleYeHWe B YCOBUAX MYNIbMOHOOMMYECKOr0 OTAESIEHMS
CN6 TBY3 «[leTckuii ropoacKoi KIMHUYECKUIA LEHTP BBICOKUX MemuumMHCKux TexHonmoruid uM. K.A. Payxdyca», B nepuop
€ 2019 no 2022 r.

Pesynbtatbl. 06b14Has Tepanus, KOTopas NPUMEHSAETCA ANA JiedeHns BpOHXMANbHON acTMbl, He Bceraa 3QdeKTUBHa And nNa-
umenToB ¢ [ICT. MaumenTsl fetckoro Bo3pacta ¢ [ICT n bpoHxManbHo acTMOM, HaXOAALLMECS HA NIEYEHWUW B OTLENEHUN NyNb-
MOHOJ10TWM, NOABEPraloTca DoNbLUel NIy4eBOM Harpy3ke W npolefypaM ¢ bosee BbICOKMM YPOBHEM MHBA3UBHOCTU, BKIKOYaS
GunbpobpoHxocKonuio.

BoiBoabl. [ns peteii ¢ [ICT xapakTepeH OTArOLLEHHbIA aHaMHe3 Mo OPOHXO0NIEroYHOW MaTosorMM (OCNOXHEHHOE TeyeHue
MHEBMOHWM, CMOHTaHHBIA MHEBMOTOPAKC), OTCYTCTBME OCNOMHEHHOW MO aTonMM HacneacTBeHHocTu. B rpynne peteii ¢ ACT
BbISIBNIEHO NpeobnagaHue TAXENoro TeyeHuss BpoHxManbHOM acTMbl M obnuTepupytowlero bpoHxuonuta. ObcnepoBaHue
naumenToB ¢ [ICT TpebyeT [OpOrocTosLLMX OMArHOCTUYECKUX MCCNeLoBaHMIA (KOMNbIOTEPHAs TOMOrpaMMa OpraHoB rpyi-
HOM KreTku, GubpobpoHXOCKONMS), B OCTpLI Nepuos 3aboneBaHns — Ha3HauYeHUst CUCTEMHBIX TNIOKOKOPTUKOCTEPOUAOS,
ONs NeveHns 3aboeBaHNA UCMOSb3YHOTCA NpenapaTtbl fyMaHU3MPOBaHHBLIX MOHOKJIOHAJbHBIX aHTUTeN npoTus IgE.

KnioyeBble cnoBa: Aucnnasus COeAMHUTENbHOW TKaHW; GEHOTUNWUYECKas OLEHKa AMCMNAsUW COeLUHUTENbHOW TKaHu;
BPOHX006CTPYKTUBHLIN CUHAPOM Y AETEN; NEeYeHMe.
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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: |dentification 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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OPYTVHATIBHBIE CTATBN

AKTYAJIbHOCTb

Obwas 3abonesaemMocTb 6onE3HAMM OPraHoOB AbIXaHUS
B Poccuiickoii Defepaumm 3a nocnefHee AecATuneTve He-
yknoHHo pactet [10]. OcTpblit 0BCTPYKTUBHBIN DPOHXUT Ya-
CTO BCTPeYaeTca y AeTeit 40 6 NeT Ha GOHe BMPYCHOW MH-
(eKUMM, HO [0 HACTOALLEr0 BPEMEHU HET YETKUX AaHHbIX
0 ero pacnpocTpaHeHHOCTH Npu BPOHX0Ero4HO naTonorum
y AeTeil. Pa3HOpeunBoCTb CBEAEHMIA O HacToTe W CTPYKType
06CTPYKUMM AbIXaTeNbHBIX MyTen 00YCNOBMiEHa OTCYTCTBUEM
e[MHOro noaxona K auddepeHuManbHoOM AMarHocTuKe, Tpak-
TOBKe 3TMoNioruu 1 natoreHe3a [8]. Nopoku pa3suTua Tpaxen
1 6poHX0B, racTpoasodareanbHblid pedIKC ClyXaT NpuyK-
HaMM pasBUTUS CUHAPOMa OpoHxManbHol obcTpykumum (BOC)
y LeTel NepBoro rofa usHW. Y JeTel paHHero Bospacta
npegpacnonaratlmmm K passutuio bOC aHatoMo-dm3nono-
TMYECKUMM 0COBEHHOCTAIMU CRYXKAT: Hanuume runepniasvm
JKeNe3nCToN TKaHM, CKITOHHOCTb K Pa3BUTMIO BOCMANUTENb-
HOro 0TeKa, CeKpeLms NpenMyLLLeCTBEHHO BA3KOW MOKPOTI,
OTHOCUTENbHAs Y30CTb [bIXaTeIbHbIX MyTel, MeHbLUUIA 06beM
rMafiKuX MbILLL, HU3Kas KonmaTepanbHas BEHTUNALMS, HeLlo-
CTaTOYHOCTb MECTHOTO0 UMMYHUTETA, 0COBEHHOCTU CTPOEHMS
roptaHu u guadparmel. HecoMHeHHoe BNMsIHME Ha HapyLue-
HWe BYHKLIMOHMPOBAaHWSA OPraHoB AblXaHus y pebeHKa OKasbl-
BalOT U Takue haKTopbl, Kak boniee LIUTENbHBIA COH, YacTblii
nnay, NpeuMyLLecTBeHHoe npebbiBaHWe Ha CrMHe B NepBble
MecsLbl u3HK [8].

Mo AaHHBIM NWUTepaTypbl, Y AeTeld paHHero Bo3pacTta
bpoHxuanbHas actMa (bA) B 30-50 % cnyyaeB — BapuaHT
peunamsmpytowero teuenns bOC [8]. Hanuume amcnnasum
coeiMHUTENbHON TKaHu ([CT) siBnseTcs HebNaronpUATHLIM
(aKTopoM ang TeyeHus bonesHeil opraHoB AbixaHus. CTpyK-
TYPHble M3MeHeHWs AbixaTenbHoii cuctemsl npu [ICT npuso-
BAT K U3MeHeHUAM BYHKLMW MbILLEYHO-XPALLEBOro KapKaca
Tpaxeu, OPOHXOB M anbBeONIAPHOM TKaHW, Aenas ux bonee
3MaCTUYHBIMU. [laHHbIe U3MEHEHUS OKa3bIBAKOT HEraTUBHbIN
3ddeKT Ha ApeHaXHyl QyHKUMK OPOHXOB, CTPOMANbHYIO
YCTOMYMBOCTb anbBeosl. HapylueHus CTPYKTypbl NEroyHoi
TKaHU MpU TUNEpPPacTAXUMOCTA U CHUKEHUM 3N1ACTUYHOM
GyHKUMM 00pasyloT OCHOBHbIE AWCNIACTUKO33aBUCUMbIE
M3MEHEHUS OpraHoB AblxaHua (TpaxeobpoHxomeranus,
TpaxeobpoHxomanaums, cuHapoM Bunbamca — Kamnbenna,
KMCTO3HaA runonnasus nerkoro). [laHHble mMopdonoruye-
CKVe 0COBEHHOCTM COMPOBOXAAKTCA HapyLUEHWEM KUHETU-
K1 BO3[YXOHOCHbIX NyTel (pa3ayBaHue Ha BLOXe M Komanc
Ha BblJ0Xe, 3KCMUPATOPHBINA NPOTaNC) C KIIMHUYECKUMM Npo-
SBNEHUAMU B BULE HEMPOAYKTUBHOIO NapoKCU3MAasbHOMO
Kawwns, 6onen 3a rpyavHONA, 3aTpyAHEHHOrO AbIXaHus, OMC-
TaHTHBIX CYXMX XpuUnoB. B 3aBUCMMOCTM OT XapaKTepa nopa-
JKEHUS UMEIOTCA M U3MeHeHUs! PYHKLMM BHELLHEr0 AbIXaHus.
C BpoaeHHOW cnabocTblo UM aTpoduelt 3nacTUHeCcKoro
KapKaca nerkux cBsid3aHa nepeuyHas auddysHas amduse-
Ma nerkux. lNpu amMduseMe cTpapaeT BcA CoeanHUTENbHAS
3M1acTUYECKan TKaHb, YNpYrocTb BPOHXMUANbHOW CTEHKM CHU-
)KaeTcs, B CBA3W C YeM, NpU AMHAMUYECKOW KOMMpeccum,
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MPOMUCXOJMT He 3KCTMPATOPHBIV CTEHO3 (OrpaHKUyeHMe MOTOKa),
a IKCMMpaTOpHbIA KOMManc, YTo SBASETCA HapyLleHueM
BpoHxuanbHoi npoxoauMocTu. B cuny ymeHblueHus papu-
anbHOM TAMW 371aCTUYECKUX 3NIEMEHTOB JIETKUX NPOCBET BHY-
TPW IbIXaTeNibHbIX NyTel, 0CODEHHO AMCTaNbHbIX, NepecTaeT
ObITb CTabWMbHLIM, NPOUCXOAUT KoMNanc BpOHX0B faxe npu
MaJioM YBESIMYEHWUM BHYTPUIPYLHOMO AaBNEHUS. YBeNnyeHue
COMPOTUBIIEHUS BL,OXY W BHYTPUTPYAHOro 06beMa MoBbILLa-
€T aKTMBHYI0 paboTy [blXaHWS, 3HEProTpaTthbl, MPOUCXOAMT
yXyALeHue razoobmeHa. M3meHeHns TpaxeobpoHxmanbHo
CTEHKW M aHOManuu nerkux, ceasanHele ¢ JICT, cywecTsylor
Ha (oHe Topako-auadparManbHoro cuHapoma. B 6onbLumH-
cTBe paboT [aHHble M3MEHEHWUS! OMUCHIBAKOTCS Y B3POCIbIX.
M3MeHeHns gbixatenbHoi cucteMbl y feten ¢ [ICT usyyeHbl
HepoctaTtoyHo [3, 13].

HeKoTopble aBTOpbI 0TMEYAHOT, YTO M3BECTHbIE MyTaLWy
reHa pubpunnmHa obHapyxmeatotcs mwb B 60-70 % cnyya-
€B, COOTBETCTBYOLLMX CMHAPOMY MapdaHa no KIMHUYEeCKUM
Kputepuam. C fpyroii CTOPOHbI, Takue MyTaLuK BbISIBASHOTCS
B 12 % cnyyaes, He COOTBETCTBYHLUMX KIIMHUYECKUM KpH-
TepuaM cuHapoma [2]. HacneacTBeHHble HapylueHus coe-
OVHUTENBHOW TKaHW NpeACcTaBAsioT coboli reteporeHHy
rpynmny cocTosiHUA, 0byCNOBNEHHbIX fedeKTaMu reHoB, OT-
BETCTBEHHbIX 3a MOCTPOEHWE 3NIEMEHTOB BHEKIETOYHOO
Matpukca. TexHonorum Next-Generation Sequencing MoryT
UCMOMb30BaTbCA A5 OLHOBPEMEHHOIO aHanM3a MHOTUX re-
HOB, HO ToyHas auarHocTuka [ICT mo-npexHeMy 3aTpydHe-
Ha U3-3a NepeKpbIBaloLLMXCA GEHOTMNOB U reHoTMnoB [14].
[narHoctuka [ICT Ha ocHOBe reHeTUYecKUX MapKepoB B Ha-
cTosilee BpeMsi TpebyeT 3HAUMTENbHbIX 3KOHOMUYECKUX
3aTpaT M He siBNseTCs cneuuduyHoiri. Hanbonee akTyanbHa
W Nerko BbinosHMMa deHotunuyeckas auarHoctuka [ACT,
OHa NpoBOAMNACh MaLyeHTaM, NOCTYNMBLUMM B CTaLMOHap
no tabnuue «[lMarHocTMyeckue NpU3HaKW OMUCTNasvM Co-
eIMHUTENBHON TKaHu» [1]. JleyebHble MeponpuaTUs LeTaM
C 0CTpbIM BpoHXMTOM, NpoTeKatowmM Ha doHe [ICT, AomKHbI
MPOBOAMTLCA B paMKaXx LUMPOKO M3BECTHbIX anpobupoBaH-
HbIX CTpaTeruin c yyetoM moamduumpyrowero ausuma ACT
Ha BbIPAKEHHOCTb W AJIUTENbHOCT BOCMANMUTENBHON peaK-
LW B pe3ynbTaTe CHUXEHMS IKCNEKTOpaLmMM bpoHXUanbHOro
CceKperTa.

lpropuTETHOI CTpaTErneil CRYXMT paHHee Ha4ano Tepa-
MWK C y4eTOM NpeanosaraeMoil UK U3BECTHOW 3TUOSIOTUK,
(GopMbl 1 TAKECTM MaToNorMyeckoro npouecca. Jleuexue
B0C HeobxoaMMo NpoBOAWUTL C Y4ETOM TUMOB OPOHXMANb-
HOW 0BCTPYKUMM C BBeAeHWEM OpoHXoLMNaTaTopoB Ye-
pe3 Hebynansep. lpu rMNepKpUMHMYECKOM TWUMe npeano-
4TUTENeH KOMBMHUPOBAHHLIA BPOHXONUTUK, BHIKYAKLLWNA
B,-aapeHoMUMeTUK U M-xonmHonuTUK (peHoTepon + unpa-
Tponus 6pomua). KoMObMHaLMsS OPOHXONMTUKOB YMeHbLUGeT
PUCK pasBuTUS NOBOYHBLIX 3IQPEKTOB, MOCKONBKY UCMOMb3Y-
eTcs bonee HU3Kas [03a M B NPUCYTCTBUM apEHOMUMETHKA
unpaTponua bpoMu, He OKasbiBaeT HEraTMBHOIO AeiCTBUS
Ha CEKPEeLWIO CIIM3U, MYKOLMIIMAPHBIA KIIMPEHC U ra3000MeH.
lpn BpoHxocnacTuyeckoM Tune 3GPEKTUBHO NPUMEHEHHE
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B,-anpeHoMmuMeTmKa (canbbytamon). NHransumm bpoHxonu-
TUYECKOro CPeACcTBa MOXHO OJHOBPEMEHHO COYETaThb C MH-
ransiuMen MyKoaKTUBHOIO npernapara yepes Hebynaisep, Uto
Mo3BOJIAIET CHU3UTb KOMMYECTBO mpoLenyp. lpu BblpaxeH-
HoM BOC noKasaHbl MHransummn KopTukocTepouaos (byaeco-
Hua) [6]. BaxkHoii TakTUKoI B paMKax nedvenus BOC y peteii
¢ ACT aBnsetcs KOMBUHMPOBaHHOE MPUMEHEHUE MeluKa-
MEHTO3HbIX CPeACTB U (M3NYECKMX MEeTOo[0B, crocobeTBy-
IOLLMX [pEHUPOBaHUI0 OpoHxManbHoro fepesa. Musnyeckue
METOAbl BKIKYAKT BMOpALMOHHBLIA Maccax (knondmac-
CaX) u nocTypanbHoe nonoxeHue pebeHKa, HasHavyaeMble
€O 2-3-T0 [HA NeYeHuns, NPy YCNOBAM HOpManu3aLmm Tem-
nepatypbl Tena [11].

CoBpeMeHHbIN NOLXOA K NIEYEHUI0 OCHOBaH Ha CTyneH-
yaToW Tepanuu, pekoMeHayemoii [nobanbHoii cTpaterven
no BegeHuio n npodunaktuke bA 2021 r. nepecmMotpa —
GINA 2021 (Global Initiative for Asthma) [9, 13]. OTeyecTBeH-
Hble K/IMHUYeCKMe peKoMeHAaumm no nedenuto bA 2021 .
UMeKT 5 cTyneHen Tepanum [4, 5, 91. Ha 1-1 n 2-i cTyneHsx
no noTpebHOCTM peKoMeHAyeTCs MCMoJb30BaHWe KOMOUHHU-
POBaHHbIX NpenapaTtoB — WHraNsLMOHHbLIX TTIIOKOKOPTH-
Kocteponpos (TKC) + KopoTKogeicTByoWwmxX B,-aroHUCToB.
Ha 3-5-i cTyneHsax mna KynupoBaHWS CUMMTOMOB peKo-
MEH/[I0BaHa KOMOWHAUMA npenapaTtoB — WHraNALMOHHbIN
MKC + dopmoTepon. HemanoBaxHbIM (aKTopoM ABnseTCA
T0, 4T0 noabop 6asucHoii (MpoTUBOBOCMANUTENLHON) Te-
panuy OCyLLeCTBNAACA WHAMBMAYANbHO C y4eToM YacTo-
Tbl U TSDKECTU B COOTBETCTBUW C MPUHATBIMU CTaHAApPTaMy.
B pesynbtate y getent rpynnbl ACT + BA 6bin nonyyeH nyy-
LUKMA OTBET Ha Tepanuio KOMBUHMPOBaHHLIMM MpenapaTamu
(canmetepon + dnyTMKasoH, OyaecoHup + GpopmoTepon).
Mpu BA Ha doHe [ICT bone BbicOKa NOTPEOHOCTb B CUCTEM-
Hbix [KC, pagom aBTOpoB 0TMeyeHo, uTo naumeHtam ¢ BOC
Ha ¢oHe [ICT Heobx0aMMO NpOSIOHMMPOBAHHOE MPUMEHEHME
cucteMHbIx TKC npum Tsakenbix obocTpenusix [6, 7].

[letam ¢ yrpoxatowien xushm BA n Sp0, <94 % peko-
MEHYETCA MHTaNATOPHOe BBEAEHWE KUCNOPOAA Yepes npu-
NeratoLLyto MacKy WM HasasbHble KaHIM ANs AOCTUHEHUSA
HopMarbHol catypauum (94-98 %) [4, 5, 8, 9, 13].

B Hactoslwee Bpems 6Buonornyeckumu npenaparamu,
on0bpeHHbIMM Ans nedeHus Tsxkenoi BA y peten, cuuta-
loTcA OManu3yMab, Menonu3yMab, beHpanuaymab u oynuny-
Mab. Mcnonb3oBaHue 3Tux bronpenapaToB MOXeT NOAABNATb
CMMMTOMbI U YAyYLIaTh eCTeCTBEHHOE TeyeHWe AeTcKon BA
3a CYeT NoJaBMeHUs PeMOLEeNMPOBaHNSA AbIXaTembHbIX NYTE.
Tepanus omManu3yMaboM peKoMeHAyeTcs B3pOC/bIM, MOA-
POCTKaM U JeTAM CTaplue 6 JIET C TSKENON aniepriyecKoil
BA, KoTopas He KOHTpoOAMpyeTCs jieYeHneM, COOTBETCTBYIO-
LLMM CTYMEHN 4.

ACWUT ncnonb3syetcs y AeTen cTapLue 5 fieT, NopoCTKOB
1 B3pocsblX, ecnin IgE-0bycnoBneHHas anneprus urpaet Befy-
Lwyto ponib B natoreHe3e bA. B pe3ynbtate ACUT oxunpaetcs
YMepeHHbIA KITMHUYECKUN 3OMEKT B OTHOLLEHUM CUMMTOMOB
bA, cTepona-cnappuHroBblii 3G deKT, ynyylleHe KayecTBa
JU3HU, YMEHbLUEHWE OpPOHXWANbHOM MUMNeppeaKTUBHOCTH.
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B Hactoswwee Bpemsa cyulectyeT aa mMetoga ACUT: mog-
KOXKHas u cybnuHreanbHas [4, 5, 8, 9, 13], ux pekomeHayioT
K MPUMEHEHMI0 Y NaumeHToB ¢ bA nerkon u cpefiHen cTeneHu
TSIKECTH, aCCOLMMPOBAHHOM C anniepruyeckiM pUHOKOHbIOH-
KTMBMTOM, Npu ycnosuu, 4to BA KoHTponupyeTcs dapmako-
Tepanuen.

PasBuTie nerkux npefcraBnseT cobon HenpepbIBHBbIVA Mo-
YM3HEHHBIA MPOLECC, KOTOPbIA HAYMHAETCA BHYTPUYTPOOHO
¥ NPOAOIIKAeTCA OT POXAEHUs 40 NOAPOCTKOBOrO BO3pacTa
W paHHero B3POC/IEHUS! W Ha3bIBAeTCs TPaeKTopuel byHK-
umm nerkux. Jlerkue passuBatotcs K 20 rogam, 4To npuBo-
OMT K YBENMYEHUIO X pa3Mepa, KONMYecTBa anbBeos, K yc-
NOXHEHMIO CTPYKTYpbl. DYHKUMS BBIXOAUT Ha NaTo MeXay
20 1 25 ropamu, a 3aTeM NOCTENeHHO CHUXKAETCS C BO3PacTOM.
XpOHWYeCKOe BOCMaNieHNe MOXET NPUBECTU K PEMOLENNPOBA-
HUIO U HEOBPATUMbIM CTPYKTYPHBIM U3MEHEHWAM NErKUX.

(MeHoTMNMYECKME MapKepbl Y AeTel C peLuanBUPYIOLLMM
B0OC uenecoobpasHo paccMaTpuBaTh Kak Ka4eCTBEHHO HOBBbIi
(akTop, TpebytoLwmin 0cobbix NOAXOAOB K AMArHOCTUKe, ne-
YeHuto, peabunuTaLmMm 1 MPOTrHO3Y 3aTSKHBIX U XPOHUYECKUX
3aboneBaHuin bponxonerouHoi cuctemol [1, 6, 11]. 3HaHue
0C0OEHHOCTEN KIIMHUYECKUX MPOSBAEHMIA, LUArHOCTUYECKUX
KpUTEpWEB W TaKTUKM HabIoLeHUS NALMEHTOB Ha 3Tane nep-
BWUYHOW MeMKO-CaHMTapHO NOMOLLM NMOMOKET NPeaoTBpa-
TUTb UK 3aMeUTb OPMUPOBaHME Cepbe3Hoi NaTonorum
CO CTOPOHbI AbIXaTeNlbHOW CUCTEMbI M YYYLWKUTb KauyecTBo
u3Hu naumentoB [11]. Tpeacraenserca nepcnekTMBHLIM
CO3AaHWe CUCTEMbI CTYMEHYaToro aHanin3a U paHHero Bbl-
senenus [CT nns nepcoHanu3MpoBaHHOTO BeAEHNUS KaXLo-
ro KIIMHMYECKOro Cily4as 0T Hayana aMbynaTopHoro ieyeHus
[0 OKOHYaHMs! CTaLMOHapHOro.

Llene — Bbisenenne [ICT Ha ocHoBe (EHOTUMUYECKMX
MPU3HAKOB M U3yyeHne ee 0COBEHHOCTEN Y NaLMeHToB AeT-
CKOro mynbMoHosorudeckoro otaenenunst ¢ bOC u xpoHuye-
CKMM BOCManeHueM BpOHXOB, OLEHKA CTEMEHMN TSKECTH 3a-
BoneBaHus, aHanu3 MeToA0B 0BCNeA0BaHNA U Tepanuu.

MATEPUAJ1bl U METO/bI

Ha ocHoBe eHOTMNMYECKMX NPU3HAKOB NpoBeAeHa Amna-
rHocTuka [ICT y naumeHToB, NOCTYNMBLUMX B NYNbMOHOIOM-
yeckoe oTAeneHve. [poBoguncs onpoc xanob u oueHKa Te-
ueHus 3aboneBaHus, yuMTbIBas UMEIOLLEECs NpeACcTaBneHne
0 BAmaHUM [ICT Ha opraHbl AbIXaTeNIbHOM CUCTEMBI, OLieHUBa-
nach CTeneHb TAKeCTH 3abonieBaHuUsA, MeTOLbI 00CNef0BaHUA
un Tepanus. CpaBHuBanu rpynnbl naumenToB ¢ [ICT n petei
6e3 npusHakoB [ICT. lNonyyeHHble faHHbIE NO3BOMAT Bblpa-
0oTaTh TaKTUKY JaNbHENLLEr0 AUHAMMYECKOr0 HabmoaeHus,
pa3paboTaTb KOM/IEKCHbIE NPOrpaMMbl peabuamnTaumm.

[u3aiiH nccnepoBanus

WccneposaHne opHo3TanHoe KOropTHoe, MeTog, oTbopa
HenpepbIBHbIN (B0 BpeMs rocnutanusaumu). OcHoBHas rpyn-
na — petm ¢ bOC n xpoHuyeckuM BocnaneHneM BpPOHXoB,
MOCTYNUBLLME B OTAENIEHUE MYNIbMOHOMOMMMU.




OPYTVHATIBHBIE CTATBN

Ycnosusa nposeaenus uccnepnoBaHus

WccneposaHne nposogmnocb B [leTCKOM ropofCcKOM
MHOronpoGmMIbHOM KITMHUYECKOM LIEHTPE BbICOKWX MeAULIMH-
ckux TexHonorun uM. K.A. Payxdyca B nepuog ¢ 24.09.2020
no 27.05.2022. [leTei, NOCTynatoLLyMX B NIAHOBOM U IKCTPEH-
HOM NopAJKe, 0CMaTpUBaNW B MPUEMHOM OTLENEHUM, B XOLLE
CTaLMOHAPHOI0 JIEYEHUS U3yYanach MeAULIMHCKAs LOKYMEH-
Tauus, pesynbTathl 1abopaTopHbIX M MHCTPYMEHTASbHbIX Me-
T0[,0B 06C/ej0BaHMs, Ha3HaYeHHOe leyeHMe.

Kputepum cootBeTtcTBUA

Kputepuu Brntoyenms: sospact ot 2 go 17 net 11 mec.
30 pHew; MHbOPMUPOBaHHOE corniacue, eci BO3pacT nauu-
eHTa bonee 14 net; UHpopMMpOBaHHOE cornacue oduumanb-
HOro NpefcTaBUTENA NauMeHTa; 3aboneBaHne LblxaTesbHOi
cUCTEMBI HEWMHbEKUMOHHOro reHe3a (BA, obnuTepupytoLLmii
BpOHXMT, peLmanBMpYIOLLMIA BPOHXHT).

Kputepuu ucknioyenus: octpoe MHGEKLMOHHOE 3abose-
BaHWe; 0TCYTCTBME MH(OPMMPOBAHHOO COTMIacKsA Ha y4acTue
B UCCNIeS0BaHUM.

OnucaHue Kputepues cooTBeTcTBUS. OCMOTP NaLUMeEHTOB
NpOBOAMIM MO eMHON METOLMKE Ha OCHOBe (eHoTMMUYe-
CKMX NMPU3HAKOB No Tabnmue «J[lMarHocTuyeckme npuUsHaKu
AMCTNasuu CoeaMHUTENBHON TKanuy» [1] ¢ auddepeHumpo-
BaHHOM OLIEHKOW KaXO0ro Npu3HaKa.

Moa6op yuacthukos B rpynnbl. 06cnenosaHo 380 petent
B Bo3pacTe o1 2 Ao 17 net 11 Mec. 30 gHei. Mo pesynbtatam
KonuyecTBa 6annos, HabpaHHbIX Mo Tabnuue guarHocTu-
yeckux npusHakos [CT, 6bino chopmmupoBaHo ABe rpynmbi:
1-a — naumenTsl ¢ ACT (n = 172; 45,3 %); 2-9 — naumeHTbl
6e3 npusHakos [ICT (rpynna cpasHenus; n = 208; 54,7 %).

Lienesble nokasarenu uccieAoBaHus

OcHOBHOI4 NoKa3aTesib UCCNIefL0BaHMSA: KpUTEPUM, OTpa-
XeHHble B Tabnmue «[lnarHocTuyeckue nNpusHaku aucnnasum
COeAMHUTENbHOW TKaHW», BKIKOYAOT B cebs OLEeHKY anob,
Hanbonee YyBCTBUTENbHBIE MPU3HAKU — CKENETHBIE U KOX-
Hole [1]. OueHMBanM Kaxnabl NPU3HaK C ONpenesieHneM
cyMMmbl 6annoB. [narHoctuyeckuii nopor ICT — 40 6annos
1 bonee, pe3ynbtat MeHee 30 6annoB — rpynna cpaBHeHus,
naumeHTsl 6e3 npusHakos [ICT.

OnucaHue MeT0OA0B CTaTUCTUHECKOrO aHaNU3a

Pasmep BbIbOpKM NpenBapuTeNibHO He PacCyUTHIBaM.
Ananus npoBoamnm ¢ ucnonb3oBaHneM nporpammbl StatTech
v. 2.8.8 (000 «Cratrex», Poccus). KonnyecTBeHHble nokasa-
TENN OLEHWUBANMM Ha NpeaMeT COOTBETCTBUSI HOPMaslbHOMY
pacnpegeneHuio ¢ nomolblo Kputepus LLanupo — Yunka
(npu uncne uccnepyembix MeHee 50) unu kputepus Konmo-
roposa — CMupHoBa (npu uncne uccnepyeMblx bonee 50).
B cnyyae otcyTcTBMSA HOPManbHOMO pacnpesfeneHns Konmye-
CTBEHHbIE [JaHHbIe OMUCLIBANIUCh C MOMOLLbHO MeuaHbl (Me),
HWXHero W BepxHero keapTunei [Q,; Q). Kareropuans-
Hble [aHHble OMUCHIBANIUCL C YKa3aHWeM abCONKTHBIX
3Ha4eHWi U MPoLEeHTHbIX aonel. CpaBHeHue Tpex u bonee
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rpynn Mo KOMMYEeCTBEHHOMY MOKa3aTenio, pacnpejenieHue
KOTOPOro OT/IMYaoCh OT HOPMAJIbHOTO, BBIMOJHA/W C MOMO-
Wbto kpuTepus Kpackena — Yonnuca, anocTepuopHble cpas-
HEHMst — C MoMoLLblo KpuTepus [laHHa ¢ nonpaBKoil XonMa,
MPOLEHTHbIE O/ MpPW aHanM3e MHOTOMOMbHbIX Tabauy, co-
MPSKEHHOCTU — C MoMoLubio Kputepus X2 MupcoHa.

PE3Y/IbTATHI

MaumneHTbl, coOTBETCTBYIOWME pa3paboTaHHbIM Kpu-
TEepUAM BKJ/IIOYEHNS, [LeBOYKM M MallbYMKK, B BO3pacTte
ot 2 no 17 net 11 mec. 30 aHew (cpeaHui Bo3pacT 8 nieT),
134 peBoukM M 246 ManbumkoB. M3 HKX, AeTH B nepuoge
paHHero petctBa — 20 (5,3 %), mowKonbHoOro Bo3pacta —
134 (34,5 %), meTM Mnagwero WKONbLHOTrO Bo3pacta —
135 (35,5 %), cTapLuero wkosbHoro Bo3pacta — 91 (23,9 %).
MenawaHa nep1opa paHHero fetcTtea — 3 rofia, AOLUKOJSIbHO-
ro Bo3pacta — 5 JIeT, MIaALIero LUKO/bHOM0 BO3pacTa —
9 net, cTapLuero LWKosbHoro Bo3pacta — 16 net (p < 0,001;
ucnonb3yemblii Metog: x2). Yactota Boissnenust [CT npuxo-
AMNach Ha CTapLUWiA WKonbHbIA BospacT (p = 0,024; ucnonb-
3yeMmblil MeTof1: x2), HauMeHblLee BoissneHue [ICT oTHocuTcA
K Nnepuofy paHHero AeTcTBa.

lpoaHanuanpoBaHbl ciyyam BoisiBneHns bBA y naumeHToB
¢ ICT un 6e3 ee npusHakos. Bcero naumentoB ¢ bBA — 312,
y 135 (43,3 %) BoisBneHa ACT. U3 Hux BA nerkoro Teve-
Hua —y 33 peteit (18,9 %) ny 73 (35,6 %) 6e3 [CT. Cpen-
Hen ctenenn Tsxect — y 90 naumentos (51,4 %) ¢ OCT
ny 97 (47,3 %) 6e3 [CT. BA Tsenoro Te4eHWs BbiSBIEHA
y 12 naumentoB c [ICT (6,9 %) n y 7 naumentos (3,4 %) be3
[CT. Takum obpa3oM, MoxHo yBuaeTb, yto ansa [ACT xapak-
TEPHO CpefiHen CTEMeHU U Taxenoe TeueHue bA, He cBoii-
cTBeHHo Jierkoe (p < 0,001; ucnonb3yemblit MeToa: x2). [laH-
Hble NpeAcTaBneHbl B Tabn. 1.

CnabocTb COEAMHMTENbHOTKAHHBIX CTPYKTYpP MErkux
1 BpoHXOB MpepdpacronaraeT K pasBUTWI pa3HO0bpa3Hoil
natonorun opraHoB abixanus [1, 7, 11, 12]. C auarHo3om
«OCTpbIA 0BCTPYKTUBHbIA OPOHXWT» MpeBanMpoBanM nauu-
eHTbI FPYNMbl cpaBHeHUS. [JaHHble OblM CTaTUCTUYECKM He-
3HAYUMBIMM.

06nuTepupytoLLMiA BPOHXMONUT LUArHOCTUPOBaH BCEr0
y 26 naumenToB: y 19 naumeHToB ocHoBHoW rpynnbl ¢ JCT
(73,0 % Bcero BbISBIEHHOTO 06AMTEPUPYIOLLETO BPOHXMOMN-
1a n 10,9 % Bcex naumentoB ¢ [CT): y 7 naumeHToB rpynnbl
cpaBHeHus 6e3 [CT (26,9 % Bcex NaLMEHTOB C BbISBNEHHbIM
06nuTepupytowmuM bpoHxmonutoM u 3,4 % Bcex mauumeHToB
0e3 [CT). Takum 00OpasoM, 0ONUTEPUPYIOLLMIA OPOHXMO-
JWT Yalle auarHoctupyetcs y naumentos ¢ JICT (p = 0,004;
ucnosb3yeMbii Metos: x2).

Mpu aHanu3e BbISBNEHMS BPOHX03KTa30B B 3aBUCMMOCTH
ot Hanuuua [CT cTaTMCTUYeCKU 3HAaYMMbIX Pe3yNbTaToB Mbl
He MOy4Yunu: OHU Obin BbisiBNeHbl Y 8 naumentoB ¢ [CT
(4,6 %) vy 7 6e3 ACT (3,4 %). Mpn n3yyeHun aHamHesa
YU3HU W 3aD0oneBaHns Mbl MONYYMUIM AaHHbIE O MEPEHECeH-
HbIX 3aboneBaHWUsX, YTOUHUIM HAcNeLCTBEHHbIE (aKTopbl
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Tabnuua 1. CTpyKTypa HO30510TMYECKUX (OPM Y NMaLMEHTOB NYIbMOHOJIOTMYECKOTO OTAENEHNA OCHOBHOI U KOHTPOBHBIX rpymnn
Table 1. The structure of nosological forms in patients of the pulmonological department of the main and comparison groups

[narnos / Diagnosis

[ucnnasva coefuHUTENIbHON TKaHK /
Connective tissue dysplasia

Be3 aucnnasum coesvHUTENBHOM TKaHM /
No connective tissue dysplasia

abe. / abs. % abe. / abs. %
BpoHxuanbHasi acTMa fierkoro TeyeHus /
Bronchial asthma is a mild course of the disease 33 3 73 68,9
BpOHxv[aanaﬂ acT™Ma cpefHen CTeneHi TsxecT! / 90 48,1 97 51.9
Bronchial asthma of moderate severity
BpoxuanbHas actMa, TAKeNoe TeueHue / 12 632 6 36,8
Severe bronchial asthma
06ﬂl/lTe.pVI.p.y}0LLW.IM BpoHxumonmT / 19 731 7 26.9
Bronchiolitis obliterans
0BCTPYKTUBHBIA BPOHXMT /
Syndrome of bronchial obstruction 8 38,1 13 619
BpoHxoakTasbl / Bronchiectasis 8 53,3 7 46,7
Bynnbi / Bullae 58,3 5 417

Tabnuua 2. AHaMHecTUYeCKMe AaHHbIe MALMEHTOB OCHOBHOM M IPynMbl CPaBHEHMS
Table 2. Anamnestic data of patients of the main and comparison groups

3aperucTpupoBaHo B aHaMHe3e /

Jucnnasua coeMHUTENBHOM TKaHW /
Connective tissue dysplasia

Be3 aucnnasum coeMHUTENBHON THaHM /
No connective tissue dysplasia

Registered in anamnesis

abc. / abs. % abc. / abs. %
CnoHTaHHBIA MHeBMOTOpaKC / 4 100 0 0
Spontaneous pneumothorax
MHeBMoHKA / Pneumonia 50 54,3 42 45,7
EHeBMOHI./IFI, TAXenoe TeyeHue / 1% 76.1 5 239

neumonia severe course

OTAroLieHHas HaceCTBEHHOCTb No atonuu / m 42,9 148 57.1

Burdened heredity by atopy

Tabnuua 3. VIHcTpyMeHTanbHble MeToabl 06CNeL0BaHNUA NALMEHTOB OCHOBHOM M IPynMbl CPaBHEHUS
Table 3. Instrumental methods of examination of patients of the main and comparison groups

Metoabl 06cnefoBaHus B cTauMoHape /

[lucnnasus coeAnHUTENbHOI TKaHW /
Connective tissue dysplasia

Bes avcrnasum coesvHUTENbHONM THaHM /
No connective tissue dysplasia

Methods of examination in the hospital

abc. / abs. % abe. / abs. %
KoMnbloTepHast ToMorpagusi opraHoB rpy/HoW KieTki / 63 605 41 395
Computed tomography of the thoracic organs
®unbpobporxockonus / Fibrobronchoscopy 38 66,7 19 33,3
MykouunmapHbii knupenc / Mucaciliary clearance 7 4,0 3 1,5

(aTonms), BAMsIOLLME Ha TeYeHMe NaToNOrUW AbiXaTeslbHOM
cucTeMsl (Tabn. 2).

[OCT npuBOAMT K yBENMYEHUIO PACTSKMMOCTM NIEro4YHON
MapeHXMMbl, NOBbILIAS PUCK CMOHTAHHOrO MHEBMOTOPAKCA.
lHeBMOTOpaKc 3adMKCMpoBaH B aHaMHe3e Yy 4 nauueHToB
¢ [ICT (p = 0,044; ncnonb3ayemsiit MeToa: y2).

Mpu M3yyeHUM aHaMHe3a NALMEHTOB BbISIBIEHO, YTO
y neTeii 1-i rpynnbl npeBanupyeT OCNOXKHEHHOE TeyeHue
nHesMoHMM (p = 0,004; ucnonb3ayemblit MeToa: x2). Y naum-
eHToB ¢ [ICT B 60/1bLUMHCTBE CITy4aeB «CMOKOMHbIN» aHaMHE3
no atonuu. 0cOBEHHOCTU KIIMHNYECKON KapTUHBI: LIIUTENBHOE
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COXPaHEHME XPUMOB B JIErKMX, Kalleslb, 3aTAXHON XapaKTep
obcTpyKuMM npuBoaunu K bonee yrnybneHHomy obcnepoBa-
HWI CUCTEMbI OPraHoB [ibIXaHus.

et ¢ OCT nonyyatoT BbICOKYIO Jly4eBYH Harpysky,
Mo CPaBHEHWIO C AeTbMU KOHTposbHoi rpynnbl (p < 0,001;
ucrosnb3yeMslil MeToa: X%). O6paluaeT BHMMaHue bonee MHBa-
31BHOe 00cneoBaHne naumeHTos ¢ [ICT: ¢pnbpobpoHxocKo-
nus notpebosanack 38 naumentam c ICT (21,7 %), p < 0,001,
oTHoLeHue LwaHcos: 95 % AN 1,500-4,914). Mykouunuap-
HbIii KIMpeHC oueHuBanu vale y peteii ¢ ACT — 7 (4,0 %),
y nauwenTos 6e3 CT — 3 (1,5 %) (tabn. 3).
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Tabnuua 4. Tepanus nauMeHTOB OCHOBHOI W MPYNMbl CPAaBHEHWA B OTAENEHWN MYIbMOHOOMAM
Table 4. Therapy of patients of the main and comparison groups in the department of pulmonology

Mpenapatbl /

Jvcnnasua coeuHUTENIBHON TKaHM /
Connective tissue dysplasia

Be3 amcnnasum coeMHUTENBHON THaHK /
No connective tissue dysplasia

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

AHT_MﬂeﬁKo_TpmeHOBble npenaparsl / 45 378 74 62,2
Antileukotriene drugs
CUCTeMHbIE /1I0KOKOPTUKOCTEPOUALI / 31 53.5 97 465
Systemic glucocorticosteroids
Omanuaymab / Omalizumab 5 62,5 3 375
Jlynunymab / Dupilumab 0 0 1 100
AnnepreHcneumnduyeckas UMMyHosOrM4e-
cKas Tepanus (ACUT) / 5 55,6 A I

Antigen-specific therapy

[laHHble Tabn. 4 No3BONAOT U3y4nTb NOAX0AbI K Tepanumn
naumenToB ¢ [ICT v rpynnbl cpaBHeHUS.

Tepanuio aHTUNENMKOTPUEHOBLIMM MpenapaTamMu NauueH-
bl 1-1 rpynnbl nonyyanu pexe (25,1 %), yem naumeHTbl 6e3
ICT (36,6 %) (p = 0,017; ncnonb3yembiit Meton: X%). Mpy He-
3 deKTMBHOCTM BPOHXONIUTUYHECKON TepanuK y AeTel ¢ 6-Me-
CAYHOro BO3pacTa PeKOMeHLyeTcs HasHauveHue bynecoHnaa
yepe3 Hebynaiizep B Ka4yecTBe aibTepPHATUBbI CUCTEMHbBIM
IKC. Mocne nepeHeceHHoro obocTpeHus bA pekoMeHayeTcs
Ha3HayYeHWe WM NPOJOKEHNE Tepanun MHranALMOHHBIMHU
MKC. MNMpun HeaddeKTMBHOCTU Tepanuu B TeyeHMe Yaca, no-
Ka3aHo cucTeMHoe ux BeefeHue. BeegeHue cucteMHbix [KC
ANS KYNpoBaHUA NpUCTYNa Yalle UCMofb30Banoch Y nauu-
entoB ¢ [CT (17,7 %), naunentam be3 [ICT — B 28 cnyyasx
(13,7 %). MpenapaTbl MOHOKNIOHANbHLIX aHTUTEN (OManu3y-
Mab) nonyumnnu 5 naumento ¢ ACT (2,9 %) u 3 naumeHTa
6e3 [CT (1,5 %). Tepanuio pynunymabom naumentsl ¢ JCT
He nonyyanu.

B Hawem Habnopexun ACUT npoBogunach 4 naumeH-
TaMm 6e3 [ICT (2,0 %) u 5 naumentam ¢ [CT (2,9 %), naHHble
3HaYeHWs He OblM CTAaTUCTMYECKM 3HAYMMBIMM, HO UMEHT
BA)XHOE 3HaYeHWe A OnpefeneHus AanbHerLlen TaKTUKN
BeJeHUs AaHHoi rpynnbl naumenTos ¢ [ICT.

BbIBObl

YunTbiBas CNOXHOCTM OMArHOCTUKW U NEYeHWs NauueH-
10B ¢ [ICT, He0BX0AMMO BbISBNATH MX Ha MPUEME KaK MOX-
HO paHblie. [MauueHTol ¢ [CT TpebytoT TiiaTenbHOro Mo-
HuTopuHra 1 nevenunst bOC, ocobbix Mep no npodunakTuke
060CTpeHUI (BAMTENBHOM NPOTUBOCTANMUTENBHONA Tepanum).
Heobxoanmo nopobpatb nepcoHMULMpOBaHHY0 MporpaMMy
MPOdUNAKTUKM 060CTPEHNI 1 OCIIOXHEHWIA JaHHBIM MaLMEHTaM.

Cama no cebe npouepypa Boisenenns [CT He Tpeby-
€T 3KOHOMMYECKMX 3aTpaT, yaobHa v BbiNONHMMA Ha Npu-
eme. OtnmumtensHon yepton aetei ¢ [ICT sBnsetca ota-
FOWEeHHbIN aHamMHe3 3aboneBaHus No BpOHX0NEeroYHoi
naToenorum (0CN0XKHEHHOE TeYeHUe MHEBMOHUM, CIOHTAHHBbIN
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MHEBMOTOPAKC), OTCYTCTBME OC/IOKHEHHOW MO aToOMUM Ha-
CeACTBEHHOCTW.

B rpynne peteii ¢ [ICT BbisiBNeHo npeobnafaHue TAXesNo-
ro TeyeHus bA u obnutepupytoLLero 6poHxvonuTa. MNaumneHTbl
BO MHOTMX CIly4asix TPeBYHT A0pOrocTosAwmMX auarHoctuye-
CKMX U NeyebHbIX NpoLeayp — KOMMbIOTEPHOHA TOMOTPaMMbl
OpraHoB rpyaHOW KieTkW, dubpobpoHxocKonuu, Tepanum
rYMaHW3MPOBaHHbIMU MOHOKJIOHANbHBIMW aHTUTeNamMu. [ns
KynupoBaHus npuctyna bOC oHu HepeaKo HyxpaloTcs B BBe-
AeHnm cucteMubix TKC.

AOMO/THUTE/NIbHAAA UHOOPMALIUA

BnarogapHocTu. ABTOpbI BbIPAXAIOT MPU3HATENBHOCTb aMM-
Huctpauum CMé MBY3 «ArMKLL BMT um. K.A. Payxdycax: rnaBHo-
My Bpady A-py MeA. Hayk B.l0. [leTKoBy, 3aMecTuTento rnaBHoro
Bpaya no neauatpum E.O. MrpoHioK, cOTpYAHMKaM MyNbMOHONO0MM-
yecKoro oTzenenus Bo rnase c E.B. CepuKoBoii, KaHA. MeA. HayK
M.M. TonobopoabKo, 3aBefyioLLen 3HA0CKOMMYECKUM OTAENIEHUEM
0.B. bepneBoii, Bpady QyHKUMOHANbHOWM AMArHOCTUKM KaHf,. Meg.
Hayk E.A. Opnogoit.

Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHBIA BKaL,
B pa3paboTKy KOHLUenuuu, NpoBefeHWe WUCCRefoBaHUs W Moa-
FOTOBKY CTaTbW, NPOYAM 1 ofobpunu duHanbHylo Bepcuio nepes,
nybnukauven; ausaiiH pabotbl; cbop, aHanM3 WU WHTepnpeTaumio
pe3ynbTaToB; HanucaHWe TEKCTa U KPUTUYECKUI MepecMoTp ero
COLLepXKaHUs; YTBEP/IEHWE OKOHYATENTbHOr0 BapuaHTa cTaTbi Ans
nybAMKaLmMK; cornacHbl HeCTU OTBETCTBEHHOCTb 3a BCE aCMeKThbl
paboTbl, HANEXALLEe U3yYEHUE U PELLEHUE BOMPOCOB, CBA3aHHbIX
C [LOCTOBEPHOCTbH JaHHbIX WK LIeNOCTHOCTBLH) BCEX YacTel CTaTby

KoHdnukT wmHTepecoB. ABTopbl AeKnapupylT oTcyTCTBUE
SIBHBIX W MOTEHLMANbHbIX KOH(IMKTOB MHTEPECOB, CBA3AHHbIX
¢ nybnMKaumelt HacTosLLEel CTaTby.

UcTouHuk mHaHcupoBaHus. ABTopbl 3asBASIOT 06 OTCYTCTBUM
BHELUHero GuUHaHCMpOBaHWUA MpU NPOBeLEHUN UCCIIEA0BaHMS.

3Ttnyeckas 3kcneptusa. ViccnenoBaHue 0400peH0 ITUUECKUM
KOMUTETOM BoeHHO-MeaMUMHCKOA akameMun (mpotokon N2 242
ot 22.09.2020).
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HyTpuTUBHBIIA cTaTyC AeTel ¢ TxenbiMu dopMaMu
LepebpanbHoro napanuya, NpoXoAUBLUKUX ONEpaTUBHOE
opTonegMyecKoe sieyeHue No NOBOAY CNACTUYECKUX

BbIBUXOB bepep
B.B. Epenros ', T.A. {uposa 2

! HaumoHanbHbIA MeMLIMHCKIIA MCCIe0BaTeNbCKUA LIEHTP TpaBMaTonorim 1 optoneamn uM. akaa. I.A. Unusaposa, KypraH, Poccus;
2 YpanbCKMI MHCTUTYT TPaBMartosiori 1 optoneamn uM. B.Jl. Yaknmua, Exatepunbypr, Poccus

AHHOTALNA

AxTtyanbHocTb. benKoBo-3HepreTMyecKas Hej0CTaTOYHOCTb MOXET BNIUATb Ha Pe3yNbTaThl M UCXOL, XMPYPrUYECKOro JIeYeHUs
y AeTeli ¢ AeTckuM LepebpanbHbiM napanuyoM. 06beKTUBHAaA OLEHKA HYTPUTMBHOIO cTaTyca nepep onepaument crocobHa
CHU3UTb NOTEHLMAsbHBIA PUCK OCNIOKHEHUIA NYTEM MIAHMPOBaHWA U KOPPEKLMW paLMoHa NUTaHKUA B NPOLIECCE NIEYEHUS.
Lienb — oueHnTb B3aMMOCBA3b HYTPUTUBHOTO CTaTyca C PaLMOHOM NUTaHUS Y AeTel ¢ TAxenbiMu hopMamu LiepebpanbHoro
napanuya, NPoXoAMBLUMX ONepaTUBHOE OpToNeauyYecKoe feYeHre No NoBoAy CnacTUYecKux BbIBUXOB beaep.

Martepuans! n MeToabl. B 06cepBaLyoHHOe NonepeyHoe KIMHUYECKOe UcCef0BaHMe BKIUEHO 75 AeTel ¢ TxenbiMu hop-
MaMu [IeTCKOro LiepebpanbHoro napanuya. MaumeHTsl Obinn pasgeneHsl Ha 2 rpynnbl — GMFCS IV u GMFCS V (Obwas cu-
cTeMa Knaccudukaumm obLueii aBuratenbHon GyHKUMM unm Gross Motor Function Classification System). Ouenusanu: HyTpu-
TUBHBIN CTaTyC Nepef onepaumen, IHepreTMYecKyto 1 NULLEBYI0 LIEHHOCTb paLMoHa B paHHEM Noc/ieonepaLyoHHOM nepuoje,
KOJIYECTBO OC/OKHEHWA U BAMTENBHOCTb FOCMUTaNU3aLmm.

Pesynbtatbl. Y 51 % (38/75) neteit umenuch npobneMbl ¢ 6e3onacHOCTbI0 M 3QhEKTUBHOCTLIO NpueMa nuwiy, y 24 % (18/75)
BblsiBNEH AeduunT Maccbl Tena, y 33 % (25/75) — neduumT MblLLeYHON Macchl, y BCeX NaLMeHToB bl HelOCTaTOK TeNecHo-
ro upa. l1weBoii cocTaB paLuoHa B paHHEM MOC/Ie0NepaLMoHHOM nepuoge Obln HUXe Bo3pacTHOM HopMbl B 1,5-2,2 pa3a,
nokpbiBan 62 % HeobXxo4MMON CyTOYHOI NOTpebHoCTH B KanopuitHocTH 1 50 % — B xuaKocTy. MNoTeHLManbHbIA pUck nocne-
ornepaumMoHHbIX 0cnoxHeHuH (95 % poBepuTenbHbIN MHTepBan) coctasun: 0 — 3,9 % B obLweii Boibopke, 0 — 6,8 % B rpynne
GMFCS IV, 0 — 8,6 % B rpynne GMFCS V.

BeiBogpl. 1. [lpefonepauMoHHbIA HYTPUTUBHBIA CTaTyC BKJIOYEHHbIX B MCCNELOBaHWE MaLMEHTOB C TSKENbIMA (opMamu
[N He cooTBeTcTBOBaN napametpaM feTeil be3 HeBpoNOrMYeCKUx 3aboneBaHWin U 3aBUCEN OT CTEMEHU BbIPAXKEHHOCTH
ABuratenbHbix pacctpoictd no GMFCS. 2. HecbanaHcupoBaHHoe nUTaHWe B YCNOBUSX CTauMoHapa cnocobcTBoBano nocre-
onepaLmroHHOMY SedULUTY HYTPUEHTOB, IHEPTUM, MULKOCTU W TpeboBano KoppeKuuu. 3. MoTeHLManbHbI PUCK OCNOXKHEHMI
B rocrieonepalMoHHOM nepuofie Y 00cnefoBaHHbIX AeTelt C TXenbIMM (opMaMK [eTckoro LepebpanbHoro napanuya
W HU3KUM TpodosornyeckuM ctatycom coctasun ot 0 go 3,9 %.

KnioueBble cnoBa: AeTCKUN LepebpanbHblid napanuy; Taxensle dopmbl [ILM; cnacTuyeckuin BoiBux befpa; onepatueHoe
NeYeHune; HYTPUTMBHBIN CTaTYC.
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Espentos B.B., Huposa T.A. HyTpWTUBHbIN CTaTyc AeTei ¢ TaxenbiMm hopMamu LiepebpabHoro napanmya, MpoxoavBLUMX OMepaTUBHOE OpToNeanyecKoe
JleyeHyie Mo NoBogy cnacTuyeckux BeiBuxos benep // Mepuarp. 2023. T. 14. Ne 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 2

! National Ilizarov Medical Research Centre for Traumatology and Ortopaedics, Kurgan, Russia;
2V.D. Chaklin Ural Institute of Traumatology and Orthopedics, Yekaterinburg, Russia

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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OPYTVHATIBHBIE CTATBN

AKTYAJIbHOCTb

OcobeHHOCTbI0 MaUMEeHTOB C TAXenbiMK GhopMamn pet-
cKoro uepebpanbHoro napanuya (OUM) sensetcs Hanuuve
benKoBO-3HEpreTMYECKOW Hef0CTaTouHOCTH, 06ycnoBneH-
HOM HW3KUM MOCTYMSIEHUEM HYTPUEHTOB, AePUUUTOM 3Hep-
TMM W paccTpoicTBOM MeTabonn3Ma, Ha oHe naTonorum
rOsI0BHOr0 M03ra, Aucdarum, UMeroLLIMXCA HapyLUeHWUN 3HAO-
KpuHHoro obmeHa [1-3, 8, 17, 19]. HegoctatouHoe nuTaHue
He M03BOJISIET B MOJIHOM Mepe peanu3oBaTb MiacTUYecKue
(yHKUMKM opraHu3ma, obecneynTb afeKBaTHbIN PocT, passu-
Te 1 Habop MblLLeYHol Maccel [5—7, 18]. 3To MoxKeT oTpuLa-
TeNbHO NOBAMATL Ha Pe3yNbTaTbl XMPYPruYecKoro opToneau-
YeCKOro JIeYeHWs CNacTUYECKVX BbIBUXOB befiep Y nauueHToB
¢ aun [91.

OpodapuHreanbHas AUCQYHKLUMA B COUETAHWUM C NaTos0-
rveii nuwesoaa BcTpeyaetcs y 58-86 % peteii ¢ LN, Kop-
penupyeT ¢ ABUraTebHbIMM BO3MOXHOCTAMM N0 Kiaccuu-
Kauum Gross Motor Function Classification System (GMFCS),
CUMTAETCA OCHOBHOW MPWUYMHOM YacTbiX acnupaumii Abixa-
TeNbHbIX MyTel U PeLMAUBMPYIOLLMX MHEBMOHUM, YTO MOBbI-
LUAeT PUCK MHEKLIMOHHBIX OCNOXHEHUI B NOCNE0NepaLmoH-
HoM nepuoge [4, 10-13]. Hannume 3HLOKpUHONATUI MOXKET
npenonpenensatb TpodUYecKue HapyLLeHUS, YXyALLaoLme
pereHepaLmio TKaHen Noc/ie MHOrOYPOBHEBLIX OpTOMeAuYe-
CKux BMeLLaTenbeTs [8, 18, 19].

Mo paHHbiM EBponeiickoro oblyectBa ractpoaHTepo-
noros, renatonoroB u Hytpuumonoros (ESPGHAN) no-
TpebHocTb naumentoB ¢ LI B HyTpueHTax cooTBeTCTBYET
HOpMe Ans TUMWYHO Pa3BMBAlOLLMXCA LeTeW M MOJPOCTKOB
C MOMPaBKOi Ha BO3MOXHOE OTCTaBaHWe bMonoruyecko-
ro Bo3pacra [14], a Ha hoHe XMpPYpru4ecKoro NeyeHus um
peabunutaumm TpebyeTcs yBenmueHne KBoTbl benka B nuLle
R0 2-2,4 r/(kr - peHb) [3].

Takum 0bpasom, fetu ¢ TxensiMu Gpopmamm JLUMN npea-
CTaBJIAIOT KaTeropuio MoBbILLEHHOrO pUcKa M TpebyrT oco-
boro noaxona npu NpPOBEAEHUN XWPYPTUYECKOTO JIEYEHMS.
OueHKa HyTPUTHUBHOrO CTaTyca JOSXKHA NpoBoAUTLCS 3abna-
rOBPEMEHHO, @ pacyeT NULLEBOI NOTPEBHOCTH NepcoHanu3u-
POBaH C Y4YETOM POCTO-BECOBbIX XapaKTePUCTUK, HOpMbI Lie-
pebpanbHoro napanuya, ypoBHA ABUraTeslbHbIX pacCTPOMCTB,
KoMopbupaHoro doHa [16, 17, 20].

Lene uccnedosaHus — oOLEHUTb B3aUMOCBA3b HYTpU-
TUBHOrO CTaTyca C PaLMOHOM MUTaHUA Y AeTel C TAKebIMU
(opMam LiepebpanbHoro napanuya, NPOXoAMBLUMX Onepa-
TUBHOE OpTOMEeLMYECKOE JieYeHUe Mo MOBOAY CMACTUHECKUX
BbIBMXOB bepep.

MATEPUAJIbI U METO/bI

HyneBas runotesa ocHoBaHa Ha NPeAnoNoXeHusX, 4To:

* MCXOAHbIN HYTPUTMBHLIA CTaTyC AETEN C TAMKEbl-
mu popmamm [LI cooTBeTCTBYET HOPME U He pas-
nuyaetca Mexay naumentamu ¢ IV u V ypoBHeM
no GMFCS;
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*  KasnopWUMHOCTb M COCTaB CbeAEHHOM MULLM Y NaLMeH-
TOB C TsKenbiMu dopmamu [ILM Ha doHe onepaumm
1 006bIY4HOrO NMUTaHUA B YCIIOBUAX CTALMOHapa He OT-
NMYaeTcs 0T PeKOMEeH[0BaHHbIX W MepCOHaNbHO pac-
CYMTaHHBIX HOPM MOTPebNIEHUs HYTPUEHTOB;

e HYTPUTMBHBIA CTaTyC [eTen C TAXKenbiMM popMamu
JUM He accoumnpoBaH C pUCKOM pasBUTUA OCIOX-
HEHWiA B NOCNeonepaUroHHOM Nepuosie U AnUTENbHO-
CTbH NpebbIBaHMS B CTaLMOHape.

KnuHnyeckoe obcepBaumoHHOE MoMepeyHoe wuccre-
[0BaHWe BKIOYano 75 mauueHToB C TAXKenbiMu GopMamu
LepebpanbHOro mapanuya, cnacTUYecKMMK BbiBUXaMm (Mog-
BbIBMXaMw) besiep, No NOBOAY KOTOPbIX MPOBOAMINCH PEKOH-
CTPYKTMBHbIE UK NaNIMaTUBHbIE BMELLIATENBCTBA Ha Ta3obe-
LPEHHBIX CycTaBax.

Pabota BbinonHeHa B OIBY «HMUWL TO uM. axap.
I"A. Vinu3apoBa» MuHucTepcTBa 3apaBooxpaHeHust Poccui-
cKoih Mepepaunn B nepuog ¢ Hosiops 2021 1. no ceHTsbpb
2022 .

(®opmupoBaHKe BbIBOPKM MPOBOAMNOCH B COOTBETCTBUU
CO CNefyoLLMUMI KPUTEPUAMU BKITHOYEHMS:

 BO3pacT oT 5 Ao 18 ner;

o Taxenole ¢opmbl AUM (IV-V  dyHKUMOHANbHBIV
yposeHb no GMFCS);

 Haluuve OJHO- WAM ABYXCTOPOHHEro CMacTUYecKoro
BbiBMXa (MoaBbiBUXa) 6eapa;

* MNaHOBOE PEKOHCTPYKTUBHOE WU NanjuaTBHoe BMe-
LIaTeNbCTBO Ha Ta300eApeHHOM cycTaBe.

Kputepuin ucknioyeHms: oJHOMOMEHTHOE [1BYCTOPOHHEe

BMeLLaTeNIbCTBO Ha Ta300eJpeHHbIX CycTaBax 3a OfHy one-
PaLMOHHYI0 CECCUI.

XapakTepucTuKa BblIbopKu

B wnccnepoBanne BrIoueHo 75 feTed, 46 ManbuuKoB
n 29 pesoyek. CpeaHuin Bo3pacT coctasun 9 [6; 11] ner.
Mo TAXeCTM ABUraTenbHbIX HApYLIEHUA MauueHTbl Obiiu
pa3zieneHbl Ha ABe rpynmbl B COOTBETCTBUW C KnaccudmKa-
uven GMFCS. K IV dyHKumoHanbHoMy ypoBHio (GMFCS V)
Obino oTHeceHo 56 % (42/75) peten, K V ypoBHI0
(GMFCS V) — 44 % (33/75) [13]. Mo Bo3pacTy 1 nony aetw
CTATUCTMYECKM 3HAUMMO He OT/IMYaANMCb MeXay rpynnamu
(tabn. 1).

Tabnuua 1. [leMorpaduyeckas xapaKTepucTMKa rpynmn B 3aBUCK-
MOCTU OT [iBUraTeNbHbIX paccTpoicTs no Lwkane GMFCS

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

Kpurepui / Criteria |GMFCS IV| GMFCS V| p
Bospact / Age, Me [Q;; Q] 816;101 916;111 0,77
MyxcKoil / male 26 20
Mon / Gender 0,91
eHcKui / female 16 13

lpumeyarue. KonnyecTBo NalmMeHToB, N.
Note. Number of patients, n
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C Lenblo COKpaLLEeHWs CPOKOB roCMMUTanM3aLmMm naumeH-
Tbl ObIIM MPOONEPUPOBaHLI Ha CNEAYLMIA ieHb Nocne Mo-
CTyn/eHns B cTaumoHap. Bce obcnenoBaHus bbinm chenatbl
O[IHOMOMEHTHO, MOBTOPHbLIX W3MEPEHMA U WX CpPaBHEHWe
He MPOBOAMIM M3-3a HanM4MA Mocnie onepaumn bonesoro
CMHAPOMA M (UKCALMN HUKHMX KOHEYHOCTEN FMNCOBOM Mo-
BA3KOM.

Mepuopbl HabnofeHns:

* MpefonepaumoHHbInl — C MOMEHTa MOCTYMN/eHUs
[0 [Hs onepauuy;
+ OMMKaWWKIA NocneonepaLMoHHbIl — C MOMEHTa

OKOHYaHWSA OMepaunmn 0 Hayana CreAyloLmMX CYTOK;

* paHHUIA NOC/IE0NePaLMOHHbI — C NEPBbIX MO TPETbM
CYTKM MOC/e onepauum;

* M030HWA NOCNEONepPaLMOHHbIA — C YeTBEPTLIX CYTOK
nocsie onepaummn 1 10 AHS BbIMUCKW U3 CTaLMOHapa.

MeToabl 06cnesoBaHus

[lns OLEeHKW UCXOAHOrO HYTPUTMBHOTO CTaTyca M cocTaBa
Tena B NpeAonepauMoHHOM Nepuoje:

1. Onpepensnu cnocobHoCTb feTeil MpUHUMATb NULLY
M XnaKocTb No Knaccugmkaumm EDACS (Eating and Drinking
Ability Classification System) [15].

2. 3Mepsnu aHTpoONoMeTpUYECKMUE MOKa3aTei — pocT
(cM) m Maccy Tena (Kr), paccumMTbiBanM MHAEKC Macchl Tena
Ketne (UMT, kr/m2). Wicnosnib30Basnu 3eKTPOHHbIE MeanLnH-
CKVie BeCbl M pocTOMep (CAHTUMETPOBYIO JIEHTY /151 NEaunX
naumeHTOB). Y [leTeil C KOHTPaKTypaMu KONEHHBbIX W Tasobe-
APEHHbIX CYCTaBOB, KU(OCKONMOTUYECKUMU LedopMaLmaMi
POCT BbIYUCNANM METOAOM CETMEHTAapHOro 3aMepa KOHeu-
HOCTM, @ Maccy Tena NyTeM [BOWMHOrO B3BELLMBaHUS (Macca
oneKyHa ¢ pebeHKOM 33 MMHYCOM MacChl OMeKyHa) UK uc-
MoNb30Ba/IM BEChI 4151 MHBANIMEHbIX KONACOK [2, 14].

3. Onpegensnn ¢u3anyecKoe passuTMe MO LEHTUIBHBIM
Tabmuam ans naumentos ¢ UM, yunTbiBatowmx non geteu,
yposeHb no GMFCS, tin nutanma. [oan BbluMCASAM NO Cur-
MarbHbIM OTKJIOHEHUSIM Z-SCOre, MOJTyYeHHbIM U3 npeobpa-
30BaHUsA LEHTUNbHbIX 3HaueHuii [2, 14, 17].

4. Bolucnsanu cpefHee 3HaYeHWe TONLLMHBI KOXHO-XM-
PoBbIX CKNafoK (cM) Hap Tpuuencom (TKCT) 1 nop nonatkoii
(TKCJ1), n3MepeHHoI € ABYX CTOPOH C MOMOLUbK Kanune-
pa. M3Mepsanu OKpyXHOCTb (CM) Ha ypoBHE CpeaHen TpeTu
nneya (OM). PaccunTbiBany npoLeHTHOE cofepiKaHue Xvpa
no ypaeHeHuto Cnotepa. 06beM MbILLIEYHOM Macchl OLLeHM-
BaJIN Yepe3 pacyeT OKPYKHOCTK Ml nneya (OMI) u3 no-
kasareneit O n TKCT [2,14].

[na oueHKM QaKTUYeCKOro MWUTaHMSA LEeTeln B paHHEM
MocNeonepaLmroHHOM NepUoe aHanM3vpoBanu TPexaHeB-
Hble AHEBHUKW KOPMJIEHWS,, COCTAB/IEHHbIE POAMTENAMMU UIK
oneKyHamu. Bblumcnsanu cpefHue 3HayeHWs KanopuIHOCTY
MWLM, NPOLIEHTHOE CoAepIKaHue b6eNnKoB, K1pPOB, YreBOL0B,
061beM BbINUTON XMAKOCTU 1 COMOCTABAAN UX C PEKOMEHLL0-
BaHHbIMW HOPMaMU, NEPCOHaNbHOM CYTOYHOW NOTPEBHOCTHIO,
noAacuMTaHHon no Metony Kpuka, Ho 6e3 yyeta akTopa po-
cTa [2].
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[lns OLEHKM CBA3W HYTPUTMBHOTO CTaTyca M pe3ysbTaToB
neyeHus B nepuop, npebbiBaHWsA B CTauMoHape GUKCUpoBam
OC/IOXKHEHWS, HexenaTenbHble MOCNeACcTBUA B TeUYEHWe BCero
Moc/eonepaLMoHHOr0 Nepuofia, AJMTENbHOCTb NpebbiBaHus
B OTAE/EeHUM peaHumauim (PAQ), ANUTENbHOCTb FOCTIMTaNM3aLm.

Kputepum oLeHKu:

CTPYKTYpa UCXOHOM0 HYTPUTMBHOIO CTaTyCa;

* 3HepreTMYecKas M NULLEBas LEHHOCTb paLyoHa B paH-
HEM MOCNeonepaLMoHHOM Mepuoje OTHOCUTENBHO
PEKOMEH/I0BAHHbIX HOPM U NEpPCOHaIbHOM CYTOYHOM
notpebHocTH;

* 4acToTa OCJOMKHEHWIA;

. pJmTenbHocTb npebbiBaHna B PAQ u piuTenbHOCTb
rocnuTannsaLmm.

MeToab! cTaTUCTMYECKOM 06paboTKM JaHHbIX

Cratuctnyeckyio 0b6paboTKy ocywlecTBasAM € no-
MOLLbIO JIMLIEH3WOHHOM Bepcuu nporpammbl Stat Plus 7
(2021 AnalystSoft Inc.).

lapaMeTpbl pacnpefieneHus HenpepbIBHbIX KONMYECTBEH-
HbIX MPWU3HAKOB ONpefensnn ¢ nomollbl Kputepues Kon-
MoropoBa — CMupHoBa / Jlunnudopca. B cnyyae rayccosoro
pacnpefeneHus AaHHble OMUCbIBaAM C MOMOLLbK CPELHEro
3HaYeHMs U CTaHAAPTHOrO OTKII0HeHNUs — Mean (SD), B npo-
TMBHOM C/ly4ae NPeacTaBfsaan MeauaHy U MeXKKBapTUIbHbIN
uHTepsan — Me [Q;; Q.

[ins cpaBHeHMs rpynn NpUMEHSNM HenapaMeTpUyecKuin
U-kputepuin MaHHa — YWTHM, Npu cpaBHEHUM [051ei — Kpu-
Tepuit 2. BepoATHOCTb a-0LLMBKM, NPKU KOTOPOI OTBEpranach
HyneBas runote3a, bbina npuHaTa pasHon 0,05.

YacToTy cobbiTuin (ocnoxHeHuin) onpeaensnm ¢ 95 % ao-
BepuTeNbHEIM UHTepBanoM (95 % [OM). B cnyyasx pemkux
WNW HyneBbIX COBBITMIA MOTEHLMANBHBIA PUCK OCIOXHEHUN
paccumMTbIBanM ¢ BEPOATHOCTLIO 95 % no nmapameTtpaM buHo-
MuanbHoro pacnpegenenus (95 % AM).

WccnepoBanue of,06peHO 3TUHECKUM KOMUTETOM YUpeXK-
aenus, npotokon N 2 (70) ot 21 okTsbpsa 2021 r., n npoBo-
[VOCb B COOTBETCTBUM C 3TUMECKUMMW CTaHAApTaMu, U3no-
JKEHHBIMM B XeNbCUHKCKOMW eKnapaLmu.

PE3Y/IbTATbl U OBCYXOEHUE

CnocobHocTb 3 heKTMBHO M 6e30MacHo NpUHUMATh NULLY
W WIKOCTb NOKa3ana paBHOMEpHOe pacnpejeneHue no ato-
My napameTpy B obuieii Boibopke. K | v Il ypoBHio no Knac-
cudmkaumm EDACS otHeceHo 49 % (37/75) peTel, KoTopble
nutanuck besonacHo, |l u IV ypoBHio cooteetcTBOBan 51 %
(38/75) — vMenu BbIpaxeHHbIe paccTpoiicTa NUTaHua [15].

B03MOXHOCTb MPUHUMATDL MULLY CTATUCTUYECKW 3HAYM-
MO He pasnnyanacb Mexay nauueHtamm c IV u V ypoBHeM
no GMFCS. OpHaKko NorMyHo NpepfnonoXuTb, YTO YeM TH-
Xenee [BUraTeNibHble pacCTpOMCTBA, TEM CIIOXHee LeTAM
MUTaTbCA W yCcBauMBaTh HYTpUEHTLI. Mo3aToMy LenecoobpasHo
00beAMHUTL NALMEHTOB C MUHUMANbHBIMU MPOABIEHUAMY
ancdarmm (1 n 1l ypoeHb EDACS) 1 cpaBHUTbL C TEMM, KTO
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Tabnuua 2. XapaKTepucTvKa AeTeit B rpynnax no cucTeMe Kinaccuduraumm cnocobHocTv npuHATMS nuwm u xkuakoctn (EDACS)
Table 2. Characteristics of children in groups according to the classification system for the ability to accept food and liquids (EDACS)

Kputepuit / YpoBeHb no EDACS / Level by EDACS Bcero /
Criterion | I I | v v Total p
GMFCS IV 13 14 14 1 0 42 10
GMFCS V 0 10 13 10 0 33 ’

[pumeqarue. Konnmyectso naumeHTos, n.
Note. Number of patients, n

Tabnuua 3. XapaKTepucTuKa AeTeii o cucTeMe KnaccuuKaLmm cnocobHoCTM NPUHATAA MWK 1 xuaKocTn (EDACS), 06beanHeHHble rpynmb
Table 3. Characteristics of children according to the Eating and Drinking Ability Classification System (EDACS), combined groups

Kputepuit / YpoBeHb no EDACS / Level by EDACS Bcero /
Criterion [+ | 0+ 1V Total P

GMFCS IV 27 15 42

GMFCS V 10 23 33 0,004
IMpumeyaHue. KonnyecTso nauueHTos, n.

Note. Number of patients, n
Tabnuua 4. AHTpoNoOMeTpUYECKas XapaKTepuCcTMKa rpynn
Table 4. Anthropometric characteristics of groups
Kpurepuii / Criterion Macca Tena / Body weight Poc / Height UMT / BMI

06was Bblbopka / Sample population 21,4 17; 28] 123 (15) 15,1 (3)
GMFCS IV 22 [18; 29] 118 [112; 133] 16,3 (3,1)
GMFCSV 18 [15; 25] 120 [110; 130] 13,6 (2,2)

p 0,02 0,8 0,0002

lMpumeuarue. MenaHa 1 MeXKBapTUNbHbIA UHTepBan — Me [Q;; @;]; cpeAHee 3HaueHMe W cTaHAapTHoe oTKIOHeHMe — Mean (SD);

WMT — uHpeKc mMacchl Tena.

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

Ta6nuua 5. CtpykTypa dhmsnyecKoro passuTus AeTeil ¢ TAebIMU opMaMm JeTcKoro LiepebpanbHoro napanuya

Table 5. Physical development of children with severe cerebral palsy

Lienuns / Centile | Poct/Bo3pact / Height/age | Macca Tena/so3pact / Body weight / age NMT/Bo3pact / BMI/age
Bbiwe 97 / Above 97 4 (5) 6 (8) 0
Z-score 2,4 (0) 2,3(0,2) -
51-96 59 (79) 33 (44) 20 (27)
Z-score 0,8 (0,4) 0,8(0,5) 0,6 (0,3)
16-50 12 (16) 35(47) 37 (49)
Z-score -0,3(0,2) -0,3(0,2) -0,4(0,3)
3-15 0 1(1) 11(15)
Z-score - -1,28 (0) -1,3(0,2)
Huxe 3 / Below 3 0 7(9)
Z-score - - -2,2(0,2)

[pumeqarue. Konmyectso nauueHToB, n (nons %); cpenHee 3Ha4YeHWe M CTaHAAPTHOE 0TKIIoHeHne — Mean (SD); UMT — uHpeKc Maccbl Tena.
Note. Number of patients, n (share %); mean and standard deviation — Mean (SD); BMI — body mass index.

umen BbipaxkeHHble HapyweHus (Ill n IV yposeHb EDACS).
PesynbTathl 0TpaxeHbl B Tabn. 2 u 3.

Takum obpasoM, aeTu ¢ bonee THKENBIMA ABUraTeSbHbI-
Mu pacctpoictammu (GMFCS V) xyxe ycBanBanu HyTpUeHTLI,
uyTO OTpa3mnoch Ha Macce Tena. McxofHbIid BeC B 3TOM rpyn-
ne, paBHO Kak U UMT, Bbiam cTaTUCTUMUECKM 3HAYUMO HUMKE
Mo cpaBHeHuto ¢ rpynnoit GMFCS IV (tabn. 4).

ConocTaBneHne aHTPOMOMETPUYECKUX AaHHbIX K BO3-
pacTy Mo LEHTUIbHBIM TabnuaM CBULETENLCTBOBANO, YTO

DAl https://doiorg/10.17816/PED14423-31

nauueHTbl ¢ TaxenbiMu dopmamm [LM otcTaoT B dusn-
yeckoM passutuu. [Mokasatenb MMT/Bo3pact BbisiBUN fAe-
Guumnt Maccol Tena y 24 % (18/75) peteit, u3 Hux y 39 %
(7/18) cpepHent ctenenn u y 61% (11/18) — nerkoii.
Mo 3HayeHMIo Macca Tenla / BO3pacT TOMBKO y OAHOMO pe-
benka — 1% (1/75) — 3aperucTpupoBaHo HepoCTaToN-
HOe nuTaHue, B TO BpeMs Kak y 8 % (6/75) — m3bbiTou-
HOe, YTO MOXeT ObiTb CBA3aHO C M3MMILKOM YrNIeBOAOB
B pauuoHe (tabn. 5). lpu cpaBHeHMM Mexay rpynnamu
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Ta6nuua 6. CocTas Tena y AeTeit ¢ TAxebIMU GopMaMm AeTCKOro LiepebpanbHoro napanuya

Table 6. Body composition in children with severe cerebral palsy

Kputepuia / Criterion | GMFCS IV GMFCS V p
TonLLMHa KOXHO-XUPOBbIX CKNaaok noa nonatkoi (TKCJT), cM / TSFT, cm 0,4[0,4; 1] 0,4 [0,4; 06] 0,04
TonLLMHa KOXHO-UPOBbIX CKNaAoK Hag TpuuencoM (TKCT), cm / TSFS, cm 0,5004; 1,21 0,410,2;0,6] 0,02
OKpy»HocTb Ha ypoBHe cpeaHeii TpeTyn nneya (OM), cM / Shoulder circumference (SC), cm 20 [17; 23] 17 [16; 191 0,002
MbILLEYHas Macca — OKPYXKHOCTU MbiLuL, neda (OMIT), cM /
Muscle mass — shouldeprymuscle circurrL:ference (SMX), cm 26017;32)  23[16;281 0,12
[lons TenectHoro »wpa, % / Proportion of body fat, % 10 [7; 26] 8 [5; 13] 0,03

[pumeyarue. MeanaHa 1 MeXKBapTUbHbLIA MHTepBan — Me [Q;; 0.

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

Ta6nuua 7. nweBas LeHHOCTb paLmoHa AeTen € JeTCKUM LiepebpanbHbIM NapannioM B paHHEM MOC/eonepaLmMoHHOM Nepruoae
Table 7. Nutritional value of the diet of children with cerebral palsy in the early postoperative period

Kpurepuii / Criterion

GMFCS IV GMFCS V

BasoBas notpedHocTb no Wodunay, kkan/cyt /
Basic need according to Schofield, kcal/day

CytouHas noTpebHocTb no Kpuky, Kkan/(kr - cyT)
Daily requirement by Crick, kcal/(kg - day)

CyTo4Has KanopuiftHOCTb paLmoHa, KKan/(Kr - cyTku)
Daily calorie intake, kcal/(kg - day)

[lons cyTouHoit notpe6HocTH, %
Quota of daily requirement, %

Benku, r / Protein, g

MpoLueHT oT AHEBHOW HOPMBI, %
Percentage of daily value, %

Hupol, 1/ Fat, g

MpoueHT oT AHEBHOW HOpMBI, %
Percentage of daily value, %

Yrnesopl, 1 / Carbohydrates, g
MpoLeHT oT AHEBHOW HOPMBI, %
Percentage of daily value, %

06beM MuaKocT1, Mi/cyT

Volume of liquid drunk, ml/day
MpoueHT oT AHEBHOW 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; 591

160 [99; 199] 114 [101; 137]
57 [35; 65] 40 [30; 46]
576 (296) 473 (229)

59 (28) 50 (23)

lMpumeuarue. MenaHa 1 MexKBapTUNbHbINA UHTepBan — Me [Q;; @,], cpeaHee 3HayeHWe 1 cTaHAapTHOE OTKNOHeHMe — Mean (SD).

*CTaTMCTUYECKM 3HaYMMbIE pasninumMs Mexay rpynnamu (p < 0,05).

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

between groups (p < 0.05);

GMFCS IV u GMFCS V cTaTUCcTUYeCKN 3HAYMMBIX pasfinymii
He HanAeHo.

Haunyuwwee npencraBneHne o HYTPUTMBHOM CTaTyce no-
Ny4eHO Npy U3y4eHun cocTasa Tesla. MelleyHas Macca (OMIT)
y 33 % (25/75) peten okasanacb Huxe 10-ro LeHTUNS, Lons
TENECHOr0 JXMpa TaK e Obina HU3Kon — meHee 10 % ans
ManbumkoB 1 15 % ans pesouek [16] u cocTaBuna B obLLeil
Bbibopke 7,8 % [7,7; 15]. Mpu 3TOM noka3atenu Kanunepo-
MEeTPWM 1 COepIKaHMe TeNecHoro Xupa bbinm Huxe y feteil
¢ V yposHeM no GMFCS [16] (tabn. 6).

AHanu3 nuweBOW LIEHHOCTM pauMoHa y feTed C TA-
*enbiMn popmamu [LIM B paHHeM nocneonepaLyoHHOM
nepuoLe MoKasan Hef0CTaTO4YHOE MOCTYM/IEHWE MaKpOHY-
TpueHToB. CopepaHue GenkoB, XMpoB, YrneBofoB Obino

DAl https://doiorg/10.17816/PED14423-31

B 1,5-1,8-2,2 pa3a Huxe BO3pacTHOW HOPMbI COOTBETCTBEH-
HO, a CPeLIHAA KaNOpUIHOCTb cocTaBmna 62 % [54; 76] cyTou-
Hou noTpebHocTw. Mpm aToM B rpynne GMFCS V notpebHocTb
B 3Hepruv no KpuKy Obina CTaTUCTMUYECKW 3HAYMMO BbILLE,
yeM B rpynne GMFCS |V, 4to norMyHo, npuHMMas BO BHM-
MaH1e pasnnums B UCXOLHOM HYTPUTUBHOM cTaTyce. Y 8 %
(6/75) metei 3aperMcTpUPOBaHO NPEBbILLIEHWE KANOPUAHOCTH
paumoHa B 1,4 pasa, 4T0 CBA3aHO C U3ObITOYHLIM MOCTYMNe-
HWeM YrneBOAOB W XKUPOB Hapady ¢ 6enKoBbIM AeduumnToM,
Mo3ToMy Ha3BaTb Takoe NuTaHue cHanaHcMpoBaHHBIM Hefb-
311. [IMTbEBOM PEMM TaKKe He COOTBETCTBOBAJ YCTaHOB/NEH-
HOM KBOTe U onpefensnca Ha yposHe 50 % [37; 78] nonxHoro
obbeMa. MexrpynnoBble pasnuMuus NpPOAEMOHCTPUPOBAHBI
B Tabn. 7.
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AHanu3 BWSIHUA HYTPUTMBHOIO CTaTyca Ha BO3MOXHble
pesynbTaThl U UCXOL, JIEYEHUs B CTALMOHAPe He BbISBUN Ka-
KUX-T1B0 MpsAMbIX B3aMMOCBS3EN.

B nocneonepaunoHHOM Nepuoae OCNOXHEHWUW 3aperu-
CTPUPOBaHO He Obio, a CPeAHss LMTeNbHOCTb npebbiBa-
HMS CTAaTUCTMYECKM 3HAYMMO He passnyanach W CocTaBuUna:
BPAO —20(2)n 19 (2)u (p = 0,69), B cTaunoHape — 17 (4)
1 18 (5) cyt (p = 0,17) Mexxgy rpynnamu GMFCS IV u GMFCS V
COOTBETCTBEHHO. [MoTeHLMaNbHBIA PUCK 0CNOXKHEHUI ¢ 95 %
BeposiTHocTblo cocTaBun oT 0 go 3,9 % B obwen Bribopke
1 6bin Boiwe B rpynne GMFCS V (0-8,6 %) no cpaBHeHuto
¢ GMFCS IV (0-6,8 %). OtcyTtcTBMe B3aUMOCBSA3el U CTaTU-
CTUYECKM 3HAYMMbIX Pa3NNyMii BEPOSTHO CBSA3aAHO C Hepo-
CTaTO4HOM MOLLHOCTbIO UCCNeL0BaHMS.

BbiBOAbI

1. MpenonepaumoHHbIiA HYTPUTUBHBINA CTATYC, BKIOYEH-
HbIX B MCCNEA0BaHMe MAUMEHTOB C TsKemnbiMu hopMamm
[UIM, He cooTBeTCTBOBaN NapaMeTpaM [feTeli 6e3 HeBposio-
rMYeckux 3aboneBaHmii 1 3aBUCEN OT CTENEHU BbIPaXKEHHOCTH
ABUratenbHbIx pacctpoicts no GMFCS.

2. HecbanaHcupoBaHHOe NUTaHWE B YCNOBUAX CTaLU-
oHapa cnocobcTBOBano nocneonepaumMoHHOMY Aeduuu-
Ty HYTPUEHTOB, IHEPTUM, KUAKOCTU U TpeboBano Koppek-
uuu.

3. MoTeHuManbHbIA PUCK OCMOXKHEHWUW B MOCeonepauy-
OHHOM Nepuoie Y 06cneoBaHHbIX feTeid ¢ TaxenbiMu hop-
mamu [T 1 HU3KMM TPoONOrMYeCcKUM CTaTycoM COCTaBUN
ot 0 10 3,9 %.
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AOMO/THUTENIbHASA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHECAM CYLLECTBEHHbIA BKIAL,
B pa3paboTKy KOHLenuuu, MpoBefeHWe UCCNefjoBaHUs W MOA-
TOTOBKY CTaTby, MPOYNM U OA00pUNM GuHambHYl0 Bepcuio nepef,
nybnvkaumei.

KoHdnuKT unTepecoB. ABTopbl AeKIapupyroT OTCYTCTBUE SB-
HbIX 1 MOTEHUMaNbHbIX KOH(JIMKTOB MHTEPECOB, CBA3AHHBIX C My-
bMKaumeli HacTosLLel CTaTby.

WUcTouHuk dumHaHcuMpoBaHus. ABTopbl 3asBnstOT 06 oTCyT-
CTBUW BHeLUHEro (WMHaHCMPOBaHWA NpU NPOBELEHWM UCCneno-
BaHUS.

WHdopMupoBaHHoe cornacue Ha nybnmkaumto. ABTopbI Nony-
YWIM NMUCbMEHHOE COMacue 3aKOHHbIX NpefCTaBuTeNeN NaLmeHTa
Ha NybaMKaLMI0 MeAMLIMHCKUX LaHHbIX.
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Octpbin BIb-MOHOHYKJ1€03 ¥ AeTed pa3/IU4HOrO
BO3pacTa, rOCNUTaIM3UPOBAHHBIX B UH(EKLIUOHHBIW
crauuoHap CaHkr-lleTepbyprckoro rocyaapcTBeHHOro
neaMaTpMyecKoro MeAMLMHCKOro yHuBepcuTeTa

B 2017-2020 rr.

A.B. ®epoposa, B.0. Cyxoseukas, B.H. TumueHko, A.I'. Bacunbes, T.A. KannuHa,
C.J1. banHoBa, E.B. bapakuHa, T.M. YepHoBa, M.[l. CybboTtuHa, H.B. laBnosa,
A.H. Hazapoga, 0.B. bynuHa, E.b. laBnoBa

CaHkT-lleTepbyprckuii rocyAapcTBEHHbINA NeauaTpUYeckuin MeauLMHCKIIA YHuBepcuTeT, CaHkT-leTepbypr, Poccus

AHHOTALIMA

AxkmyaneHocms. [lpobnema 0CTpOro MOHOHYKJIE03a, BbI3BAHHOrO BUpYcoM 3JnwTeiHa — bapp (B3b-MoHoHyKNeo3),
ABNSAETCS OJHOM U3 aKTyaNbHbIX B NeauaTpum. B cTpykType 3aboneBaeMocTi MHEKLMOHHBIM MOHOHYKIIE030M A0J1S ETCKOr0
Hacenenus coctaenset 70-80 %, yalie bonetoT feTu 4—8 net. MaTepuHCKMe aHTUTENa 3aLLMLLAKT FPYAHOTO pebeHKa ToNbKO
B MepBble MecsiLbl JKMU3HM, B TPEXMECAYHOM BO3PAcTe MOXKET NPOMU30NTU NEPBUYHOE MHDULMPOBaHWE, a B 6 MEC. — pa3BuTb-
¢ MaHudecTHas dopma octporo BIb-MoHoHYKNe03a.

Llens — aHanu3 ocobeHHocTeli ocTporo B3b-MoHOHYKNE03a Y AeTel pasfNMyHOro BO3pacTa, roCnMUTaIM3MpOBaHHbIX B UH-
(eKumMoHHbIN cTaumoHap CaHKT-leTepbyprckoro rocynapcTBeHHOTO NeANaTPUYECKOr0 MeAULIMHCKOTO YHUBEPCUTETA.
Mamepuansi u Memodel. B cTaTbe npeacTaBnieH aHanu3 AaHHbIX 376 peteit B Bospacte oT 1 roga ao 18 net ¢ auarHosoMm
«0CTpbI B3b-MoHOHYKNE03», rocnuTanmanpoBaHHbix B nepuog 2017-2020 rr. B uHbekumnoHHoe otaenenne Ne 1 CaHkr-
MeTepbyprckoro rocynapcTBEHHOro MeAMaTpPUYECKOro MeAMUMHCKOro yHuBepcuTeTa. Bce naumeHTsl Obinm pacnpepene-
Hbl Ha YeTblpe rpynMbl B 3aBUCMMOCTM OT Bo3pacTa: | rpynna — 1-5 (n=122), Il rpynna — ot 5 go 10 net (n = 134),
Il rpynna — ot 10 go 15 net (n = 67), IV rpynna — ot 15 go 18 net (n = 53). 3TMonornyeckyto paclimdpoBKy OCYLLECTBNSIN
C MPUMeHeHMeM MeTofia MMMYHO(MepMeHTHOro aHanu3a (onpeaenerme B Kposu IgM k VCA) u BrisieneHneM IHK B3b B kposu
MeTOLL0M NONIMMEePa3HON LIeMHOW peaKLym.

Pesynemamel. B 89,6 % cnydyaes 3aboneBaHue npoTekano B cpefHei ctenenu Tsxectu. OcTpoe Havano 3aboneBaHus oT-
Meyvanock B 69,7 % cnyyaes, Yalle y aeten ot 1 roga ao 10 net. CUHAPOM MHTOKCHMKALIMK C OIMHAKOBOI YacTOTOM 0TMeYascs
BO BCEX BO3pacTHbIX rpynnax. PebpunbHas nuxopapka Habnopanack y 96,0 % naumeHToB. CMHAPOM OCTPOr0 TOH3UMAMTA,
nuMmbapeHuTa BbISBEH Y Bcex 60nbHbIX. ABNeHMs ageHouamnTa u renatomeranuv 6einn bonee BbipaXKeHbl y LeTeli MnajLuei
Bo3pacTHoW rpynnbl. CnneHoMeranus peructpupoBanack B 74,5 % cnyyaes, Yalue yeM renatomeranus. CMHAPOM UMTONM3a
0TMeyancs y Kaxaoro Broporo pebeHka. B cTapumx Bo3pacTHbix rpynnax Habntopancs bonee BbICOKMIA ypoBeHb runepdep-
MEHTEMUU W BbIPAXKEHHAs MOHOHYKIeapHas peakums B reMorpamMe.

3aknioyeHue. Y Bcex NauMeHTOB HabnoLanack TMNMYHas KapTUHa ocTporo BIb-MoHOHYKIE03a ¢ XapaKTepHbIM CUHAPOMO-
KoMrieKcoM. B bonblumHcTBe criyyaeB 3aboneBaHue NPOTEKAN0 B CPELHEN CTEMEHU TSKECTH, TAIKENan CTeneHb PerncTpupo-
Banach B 8,2 % — npenMyLLECTBEHHO Y AeTeil CTapLuero Bo3pacta. BoBneyeHue B naTonornyeckuii NpoLecc 04HOBPEMEHHO
MeyeHu 1 CeneseHKM Mesio MecTo Y Kaxoro BTOpOro naumeHTa. B craplumx Bo3pacTHbIx rpynnax Habmogancs bonee Bbico-
Kuih ypoBeHb runephepMeHTEMUM 1 BbIPaXeHHas MOHOHYKJIeapHas peakuus B reMorpamMMe.

KnioueBble cnosa: Bupyc 3nwrentHa — bapp; ocTpbiii BIb-MOHOHYKNE03; [eTH; CTaLMOHap; KIMHUYeCKas KapTuHa;
AMArHoCTHKa.
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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 Petershurg 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 Petersbhurg 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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OPYTVHATIBHBIE CTATBN

AKTYAJIbHOCTb

MpobneMa 0cTpoOro MOHOHYK/1E03a, BbI3BAHHOTO BUPYCOM
JnwrenHa — bapp (B3b-MoHOHYKNe03a) sBNSETCA OAHOM
W3 aKTyanbHbIX B neauatpun. 310 0bYyCNOBNEHO LUMPOKOA
LMpKYNsLMel BO3OYAUTENA Y HACENEHMS, TPOMHOCTbH BUpYCa
K MIMMYHOKOMMETEHTHbIM KJIETKaM, BapuabenbHOCTbI0 KIMHU-
YECKOro TEeYEHWs B pPasfiMyHbIX BO3pacTHbIX rpynnax [1, 17].
JKOHOMMYECKAs 3HAUYMMOCTb WHQEKLMOHHOrO MOHOHY-
Kneosa (VM) B Poccuitickoit ®epepaumm B 2021 r. coctasuia
2214282,2 Toic. pybneii [10]. B ctpykType 3aboneBaeMocTu
UM pons petckoro Hacenenus pocturaet 70-80 %, uawe
bonetot fetn 4—8 net [7, 14]. MaTepuHCcKue aHTUTENA 3aLLM-
LT rpyaHOro pebeHKa TOMbKO B NepBble MECALbI XU3HMU,
B TPEXMECAYHOM BO3pacTe MOXKET NPOMU30MTU NEPBUYHOE UH-
duuMpoBaHme, a B 6 Mec. — pa3BuTbCA MaHUdecTHas GopMa
octporo B3b-MoHoHyKneo3a [3].

B BonbLumHCTBE CyyaeB TUNMYHAsA KITMHUYECKas KapTuHa
octporo B3b-MoHOHyKNe03a xapaKTepu3yeTcs CUHAPOMaMM:
WHTOKCWKaLWKW, IMXOpaZKK, OCTPOro TOH3WIUTA U afieHo-
novta, numdageHonatum M renatocnneHoMeranmmn [2, 91.
B 10-25 % cnyyaes 3aboneBaHu1e UMeET HernafKoe TeYeHue
1 HebnaronpusTHbIE NOCNeACTBUS: GOPMUPOBAHUE XPOHUYE-
CcKux dopM, passutie MMM onpoandepaTUBHLIX 1 OHKONATO-
nornyeckux npoueccos [10, 19].

Mo AaHHbIM NMTEpaTypHbIX MCTOYHMKOB W3BECTHO, YTO
cpeaM rocmuUTanu3MpoBaHHbIX [eTei ocTpbii B3b-MoHo-
HYKJ1E03 YalLle NPOTEKAeT B CPeHEN CTeneHn TaxecTu [3, 4,
13, 18]. Taxenoe TeueHWe 3aboneBaHMsA XapaKTepHO Ans
LeTel M MOAPOCTKOB C HebnaronpusTHbIM npemopbup-
HbIM (OHOM M conyTcTBYyHLWel natonormen [12, 16, 19].
B3b-MOHOHYKNE03 Yallle UMEET 3UMHE-BECEHHION CE30H-
HOCTb C NMWUKOM PerucTpaLmmn B BeceHHue Mecaubl [13, 16, 19].

[ns noateepxaeHus AuarHosa WCMoNb3ylT MeTonbl
cneunduyeckoii nabopaTopHOi AMarHOCTMKK: Onpeaene-
HWe CeposiorMyeckux MapkepoB (aHTuTena knacca IgM u G)
MeTOLOM MMMyHohEepMEHTHOr0 aHanu3a, BbisiBneHue [JHK
B030yauMTENs MONEKYNAPHO-TEHETUHECKUM UCCNEA0BAHUEM
(nonuMepasHas uenHas peakuns — MLUP) [5, 8, 9, 15, 18, 20].

Llenb uccnedosaHus — aHanu3 0cobeHHOCTEN OCTPOro
B3b-MoHOHYKNe03a y AeTel pasnMyHoro Bo3pacta, rocnu-
TaNM3UPOBaHHbIX B MH(EKLMOHHLINA cTaumoHap ®IB0Y BO
«CaHKT-eTepbyprckuin rocyaapCTBEHHBIA NeAMaTPUYECKUI
MeaMLMHCKUIA yH1BepcuTeT» MuHaapasa Poccum (OIB0Y BO
CNermMy M3 Poccum).

MATEPWUAJbI U METOAbI

Mon HabniogeHueM B MHGeKUMOHHOM oTaeneHun N2 1
Ore0y BO CMermMY M3 Poccun ¢ aMarHo3oM «OCTpblid
B3b-MoHoHykneo3» B 2017-2019 rr. Haxoaunock 376 feteii
B Bo3pacre oT 1 roga fo 18 net. B uccnegoBanue BROUMIM
MaLMeHTOB C JIErKOM, CPeAHETSIKESON U TSKENOM CTeNeHbHo,
OTCYTCTBMEM MPOTMBOBMPYCHOM, MECTHOW aHTUCENTUYECKOM
M 3/IMMMHALMOHHOW Tepanuu Ha [OroCnUTaNbHOM 3Tane.
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Kputepum nckmioueHus: «Hernagroe» TeyeHue 3aboneBaHus
(TsKenan HeMTponeHusi, TPOMOOLMTONEHMS), [eTU NEepBOro
rOAQ JKWU3HW, HanMume TAXKENOoW ConyTcTByloLen uin obo-
CTPeHWe XPOHWYECKOW MaTonoruM, oTcyTcTBUE cneumduye-
CKMX MapKepoB npu obcnefoBaHum.

[lnarHo3 «octpblii B3b-MOHOHYKNE03» YyCTaHaBNMBa-
JIN Ha OCHOBAHMM KJIMHUYECKWX [aHHbIX (OCTPOe Hauano,
BbICOKas ANUTENIbHAs NIMXOPaJKa, BbIpaXeHHas MHTOKCU-
Kaumsi, CMHAPOM OCTPOr0 TOH3WANMTA W afeHOMANTA, JIUM-
(apeHonaTns ¢ NPeuMyLLECTBEHHBIM YBEIMYEHNEM NepeaHe-
W 3afHeLlerHbIX MMGbaTUYecKuX y3noB, renatocnieHoMe-
ranus) W pesynbTaToB KOMMEKCHOro nabopatopHoro 06-
CcnefoBaHMsA. 3TUONOTMYECKYH PacLUMBpPOBKY OCYLLECTBASA-
NN C NPUMEHEHWEM MeTofla UMMyHO(EPMEHTHOMO aHanu3a
(onpenenenue B kposw IgM k VCA) ¢ ucnonb3oBaHUeM CTaH-
napTHbIX TecT-cucteM 3A0 «Bektop-bect» (HoBocubupck);
BoisineHne [IHK B3b B kposu npoBogunu metopom [ILP
B PEXXMMe pearnbHOro BpeMeHU C MPUMEHEHWEM TeCT-CUCTEM
«Pean bect IHK B3b» (Bektop-becrt, Poccus) [4, 6, 71.

BceM peTAM HasHayanu: KIMHUYECKWUIA aHanu3 KpoBM,
06LLMI aHanM3 MouM, MOCEB CNIU3W U3 HOCOINIOTKY Ha driopy,
MnoceB Kana Ha natoreHHylw Mukpodnopy. bruoxummueckoe
uccnefloBaHWe BKIIKOYANO OMPeeNieHne YPOBHEW anaHuH-
aMuHoTpaHcdepassbl, acnapTataMuHoTpaHcdepassl, bunmpy-
buHa, C-peaktusHoro benka [8].

KpuTepun cTeneHun TaxecTu: BbIpaXKEHHOCTb CUHAPOMA
MHTOKCMKALMK 1 JIMXOPaZKY, MECTHBIX MPOSBEHNI (CUHApO-
MOB MOPaYKeHWS HOCO- W POTOrNIOTKY), IMMbaaeHonaTUu, re-
naTocniaeHoMeranum, reMaTosIorMyeckux U3MeHeH!HN.

Bce naumeHTbl BbinK pacnpegeneHbl Ha YeTbipe rpynmbl
B 3aBMCMMOCTHM OT Bo3pacTa: | rpynna — 1-5 net (n = 122),
Il rpynna — 5-10 net (n = 134), lll rpynna — 10-15 nert
(n=67), IV rpynna — ot 15 o 18 net (n = 53).

HabniopgaeMble get nonyyanu KOMMEKCHYK Tepanuio
C y4yeToM TsKecTu 3aboneBaHus, npemopbupHoro QoHa
1 BO3pacTa.

B KauecTBe 3TMOTPOMHbLIX CPEACTB WUCMOMb30BaNM npe-
napatbl peKoMOMHaHTHoro uHTepdepoHa — az2b [12, 13].
Mo nokasaHusM npoBoaumnach aHTUDaKTepuanbHas, Ae3NH-
TOKCMKaLMOHHas, LeceHCMbrunmuamnpyioLLas 1 cumnToMaruye-
cKkas Tepanms [11].

CTaTCTUYeCKWU aHanM3 BbIMOJIHEH C MCMO/b30BaHUEM
aHanuTUyecKon cucTeMbl Statistica. Pasmuumsa B rpynnax
CYMTanUChb CTAaTUCTUYECKM 3HAYMMBIMU NPY YPOBHE KPUTEPUS
p < 0,05 [6].

PE3Y/IbTATbl U OBCYXXOEHWUE

B 3aBucMMocTyM OT BO3pacTa NauMeHTbl, FOCIMTANM3Mpo-
BaHHble ¢ ocTpbiM B3b-MoHoHyKeo3oM (n = 376), pacripege-
neHbl cnefyowmm obpasom: | rpynna — 32 %, Il rpynna —
36 %, Il rpynna — 18 %, IV rpynna — 14 %. et ot 1 ropa
no 10 net coctaBumm 68 % Bcex rocnmTanuavpoBaHHbIX.

Pacnpenenerve naumeHToB Mo nony 6bino creaywmm:
B NepBbIX ABYX rpynnax Manbyukn coctasuiv bonee 60 %,
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Puc. 1. Pacnpegenenue rocnutanusnpoBaHHbIX AeTei C 0CTPbIM
B3Ib-MoHOHYKJIE030M B 3aBMCMMOCTM OT BO3pacTa M Mnofa
(n=1376)

Fig. 1. Distribution of hospitalized children with acute EBV mono-
nucleosis depending on age and sex (n = 376)
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Puc. 2. YaenbHblid BeC rocnmtann3vpoBaHHbIX LeTeil C 0CTPbIM
BJIb-MOHOHYKNE030M B pa3/iMyHble 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. CteneHb Tsxectn octporo B3b-MoHOHYKeo3a y rocnu-
TaNM3MPOBaHHbIX NALMEHTOB pasNNyHOro Bo3pacta (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), I — 63,4 % (n = 85)
Mo CpaBHeHWIO € fAeBouKamu atux rpynnm: | — 33,6 %
(n=41) n Il — 36,6 % (n=49); p<0,05. B cTapwumx Bo3-
PacTHbIX Tpynnax HesHauuTenbHO npeobnajany LeBOYKM
(I — 52,2 %, n=35, IV — 52,8 %, n=28) no cpaBHeHuI0
¢ Manbumnkamu (Il — 47,8 %, n= 32, IV — 47,2 %, n = 25);
p <0,001 (puc. 1).

B BeceHHMe MecALbl Yalle rocnuUTanu3upoBaiuchL AeTw
nepsbix 10 net xu3um (I — 50,8 %, n=62, I — 56,0 %,
n=75) B CpaBHEHUM C APYrMMM BO3PACTHbIMU Tpynnamm
(1—29,9 %, n=20,IV—32,1%, n=17); p < 0,05. B 3um-
HWI Ce30H rofia yalle NocTynanm LeTu CTapLUMX BO3pacTHbIX
rpynn (Il — 37,3 %, n = 25, IV — 33,9 %, n = 18) B cpaBHe-
HWM ¢ Mnagwmmm geteMu (| — 23,8 %, n =29, Il — 19,4 %,
n=26); p<0,05. B oceHHMI1 Ce30H Cpeamn rocnuUTanu3upo-
BaHHbIX Npeobnafany NauMeHTbl CTapLUMX BO3PACTHbIX Fpynn
(I — 26,8 %, n=18, IV — 28,3 %, n=15) no cpaBHeHuIo
¢ mnagwmumu (I — 18,0%, n=22, I — 16,8 %, n=22);
p < 0,05. CHmKeHue KonMyecTBa roCMMTaNN3UPOBAHHbIX
0TMeyanocb B NIETHU NEpUOA TOAa BO BCEX BO3PACTHbIX
rpynnax: | —7,4% (n=9), 1 — 8,2 % (n=11), ll — 6,0 %
(n=4), N —15,7 % (n=3) (puc. 2).

HebnaronpumsaTHbi npemMopbuaHbin hoH cpeam obcnepo-
BaHHbIX feTeil BoiseneH B 88,0 % (n = 323) cnyqaes. B 36,8 %
(n=135) oTMeyancs OTATOLEHHBIA anneproaoruyecKuil
aHamHes, B 40,5 % (n = 147) — J10P-natonorus, B 65,4 %
(n = 240) — nosTopHble anu3onsl OPBU, poctoBepHo Yalle
y deteit ot 1 roga po 10 net (p < 0,05).

Mo cTenenm TAxecTM 3aboneBaHUs pacnpeneneHue nauy-
€HTOB OblII0 CIeAYHLIMM: Nerkas cTeneHb TAXECTU 0CTPOro
B3Ib-MoHoHYKIE03a Cpeamn NOCTYNUBLUMX B CTaLMOHAp AeTel
perucTpupoBanach B e AMHUYHbIX ciyyasx: | rpynna — 1,6 %
n=2, 1 —22% (n=3), I — 3,0% (n=2), IV rpyn-
na— 1,9% (n=1). 3TM NnauMeHTbl rOCNUTaNNU3UPOBAIMUCH
B OCHOBHOM 110 3MWAEMUOIIOTMYECKUM MOKa3aHnaM. CpeaHas
cTeneHb TaxkecTu: B | rpynne — 94,3 % (n = 115), Bo Il rpyn-
ne — 93,3% (n=125), B Il rpynne — 80,6 % (n=54)
uB IV rpynne — 81,1 % (n = 43). Tsxxenas cTeneHb 3abone-
BaHWA Yalue otMeyanack y aeteit Il rpynnbi (16,4 %, n=11)
u IV rpynnsl (17,0 %, n=9) B cpaBHEHUM C NauMeHTaMu
MNaaLmx BospacTHblx rpynn: | — 4,1 % (n=5), I — 4,5 %
(n=6);p<0,5 (puc. 3).

AHanu3 cpoKoB NoCTynneHus NauueHToB B CTaLMOHap
nokasan, yto 25,0 % (n = 94) BonbHbIX rocnuTanusmpo-
Ba/MCb B nepBble 3 [HA OT Hayana 3abonesaHus, 41,5 %
(n = 156) — B KoHUe NnepBoii Hepenw (4—7e cyTku 3abonesa-
Hus), 22,3 % (n = 84) — Ha BTOpOW Hepene (8—14-e cyTku),
11,2 % (n = 42) — Ha TpeTbeli Hegene (15-e cyTKM 1 No3xe).
Ha nepBoil Hegene oT Havyana 3aboneBaHus 3HauMTENbHO
yawe noctynanu naumentsl | (76,2 %, n=93) u Il rpynnbi
(74,6 %, n = 100), yto, BepoATHO, CBA3aHO C bonee Bblpa-
KEHHOW HayanbHOM KIIMHWYECKOW CUMMTOMAaTUKOW 3abone-
BaHuA. auueHTbl cTapLuMx rpynn nocTynanu B CTauuoHap
Ha BTopoy Hepene bonesuHn u nosxe: lll — 53,7 % (n = 36)
nlV—>50,9 % (n=27).




OPYTVHATIBHBIE CTATBN

Y HabnopaeMbIx naumeHToB ocTpbid B3Bb-MoHOHYKNeo3
B DonbLUMHCTBE Cny4aeB HaumHancs octpo — 69,7 %
(n = 262), n3 Hux y naumenTos | rpynnel — 81,1 % (n = 99),
Il —843% (n=113), Il — 46,3% (n=31), IV — 358%
(n=19); p<0,05.

MopmocTpoe Hayano 6one3HM C NOCTENEHHO HapacTaoLLy-
MW CMHLPOMaMM JINXOPaZKN W UHTOKCUKALMKM UMENo MecTo
B 30,3 % (114) cnyyaes, yalle B CTapLUMX BO3PACTHBIX Fpyn-
nax (Il — 53,7 %, n = 36, IV — 64,2 %, n = 34), B cpaBHe-
HuM ¢ Mnaawmmn getoMu (I — 18,9 %, n= 23, I — 15,7 %,
n=21); p<0,05.

KnuHuyeckas kapTuHa 3aboneBaHus 6bina TUNUYHOM
y Bcex HabnopaeMbIx [eTel U xapaKTepu3oBanacb CUH-
APOMaMU: MHTOKCUKALMK, TIMXOPaAKM, OCTPOro TOH3UN-
Ta U afieHOMAMTa, MMMdaLEeHoNaTUM U renaTocnieHoMe-
ranumu.

CMHAPOM MHTOKCUMKaUMM Habmofancs ¢ nepeBoro AHs
3aboneBaHus y BCEX MALMEHTOB M XapaKTepu30Bascs cha-
BocTbio, BANOCTbIO, FONOBHOW 0OMbIO, HapyLEHWEM CHa,
CHUXEHWEM anneTuta, B pafe CllyyaeB — TOLUHOTON
1 PBOTOW.

loBbileHne TeMnepaTypbl Tena Ao GpebpunbHbIX LR
otMeyvanock y 96,0 % (n = 361) naumeHTos. Bo Bcex Bo3pacT-
HbIX Fpynnax MxopagKa xapaKTepusoBanach GpebpunbHbIMHU
undpamm (38,0-39,0 °C): B | rpynne — 96,7 % (n=118)
npopomxutensHoctelo 6,7 + 0,7 cyt; Bo Il rpynne —
97,8% (n=131), no 6,9 +0,7 cyt; B Il rppynne — 94,0 %
(n=463), 10,7 £0,7 cyt; B IV rpynne — 92,5 % (n = 49),
po 10,8 + 0,7 cyt. B 4,0% (n=15) cnyyaeB TeMneparypa
Tena ocTaBanacb HopMasbHOM.

BocnaneHne HOCOTNOTOYHOM MWHAANMHBI MPOSOMKM-
TenbHocTbio 10 8,3 + 0,7 cyT y feTeil Mnagwmx Bo3pacTHbIX
rpynn (I u Il) nposBnsioch 3aTpyAHEHMEM HOCOBOMO [AblXa-
HWA MpWU OTCYTCTBUM IKCCYAATUBHOTO KOMMOHEHTa, LUYM-
HbIM AbIXaHWEM Yepe3 PoT, «XPanALMM AbIXaHUEM BO CHE»,
OLLyTNIOBATOCTbK JIMLA W MACcTO3HOCTbIO BeK. KnuHuue-
CKMe NpOSBNEHUS afEeHOMAMTA B CTapLUMX BO3PACTHbIX
rpynnax (I, V) 6binu MeHee BblpaXkeHbl, ANMTENbHOCTbIO
0o 6,2 +0,6 cyr.

CvHLpOM oCTpOro TOH3WUNAMTa Habnofanca y Bcex naum-
eHToB. [lopaeHune poTorioTKM CONPOBOXKAAN0Ch SPKOM pas-
JIUTOW TUNepeMuen CIM3nCToi 0b6ono4ku, bonsmmu B rophe.
HaneTbl Ha HEBHBIX MWHAANMHAX LOCTOBEPHO Yalle BCTpe-
Yanuch y AeTer MnapaLmx Bo3pactHelx rpynn (I — 79,5 %,
n=97, 11 — 79,1 %, n = 106), uem y ctapwmx pgeten (Ill —
58,2 %, n =39, IV — 49,1 %, n = 26); p < 0,05.

OTcyTCTBME HANETOB Ha HEBHBIX MUHAANMHAX Yalle OT-
Meyanoch y feTen ctapLumx BopacTHbix rpynn (Il — 41,8 %,
n=28, IV — 50,9 %, n=27), yeM y naumenToB | (20,5 %,
n=25ullrpynn (20,9 %, n = 28); p < 0,05. KnuHuka octporo
TOH3WNUTA CoXpaHsanack bonee LNTeNbHO y AeTen Mnag-
wmx BospactHblx rpynn — 8,3 + 0,7 cyT npotws 6,2 + 0,6 cyT
MaLMeHTOB CTapLLMX Bo3pacToB. CnefyeT 0TMETUTb, YTO Npo-
SIBNEHMs OCTPOro TOH3WNUTA WM afieHouauTa Habnpanucb
C O[JMHAKOBOM YacTOTOW BO BCEX BO3PACTHBIX Fpynnax.
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YBenmyeHue MMMQaTMIECKMX Y3/10B BbISIBIEHO Y BCEX Je-
Teii M Habn#anoch ¢ nepebIX AHel 3aboneBaHus, Npu 3TOM
numbageHonaTMs HocuNna reHepanu3oBaHHbIA XapaKTep.
Yawe duKcupoBanu nopaxkeHue NOAYENOCTHbIX, NepeaHe-
W 3a[iHeLLeVHbIX TMM(ATUYECKNX Y3M0B, KOTOPbIE JOCTUraM
2-4 cM B gpaMeTpe, MHorAa 0bpasysa «nakeTbly». JIuMdoy3-
Nbl NpU Nanbnauuu NioTHble, 6e3b0se3HeHHbIe, XOpOLUO
BW3yanu3npoBanuchb. [INMTeNbHOCTb CMHAPOMA BbIPAXEH-
HoW nuMdapeHonatm y naumeHToB | u Il rpynn coctaBuna
9,1+0,5 cyt, y Il m IV rpynn — 14,0 £ 0,6 cyT. Hepeako
yBeNMUYeHne TMMQaTUYECKNX Y3108 LUENHON Tpynnbl onepe-
Kano nosiBNeHMe U3MEHEHWUN B POTOTJIOTKE.

BoBneyeHue B MaTonorMyeckuit NpoLecc 0JHOBPEMEH-
HO MEYEHW U CeNe3eHKU UMENI0 MECTO Y KaXAOoro BTOPOro
naumeHta — 51,1 % (n=192). CuHapoM renatomeranmu
peructpupoBancs y 69,4 % 6GonbHbIX, CNAeHOMeraaum —
y 74,5 %. lenatocnneHomeranus [oCTUrana MaKkCMMasbHO-
ro passutns K 6—7-My AHio 3aboneBaHus. B bonblumHcTBe
cyyaeB renatoMeranua onpefensnack y peten | (76,2 %,
n=93) n Il 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.
Hletn xanoBanuch Ha 6onu B npaBoM noppebepbe, TaKKe
0TMeyanacb YyBCTBUTENIbHOCTb MEYEHW NpU Nasbnauum.
CuHapoM cnneHoMeranuu peructpupoBann y B0nbHbIX
| (78,7 %, n=96) v Il rpynn (76,1 %, n=102) vawe, yeM
B Il (68,7 %, n = 46) n IV rpynnax (67,9 %, n = 36); p < 0,05
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Puc. 4. Knunuueckue cumntomel (%) octporo B3b-MoHoHyKneo3a
Yy FOCMMTaNM3MpOBaHHbIX AeTel B Pa3fMyHbIX BO3PACTHbIX Mpyn-
nax (n = 376). 1 — WHTOKCMKaUMS; 2 — NMXOPaAKa; 3 — oCTpbIi
afleHOMJUT; 4 — OCTPbI TOH3WIUT C HaneTaMu Ha HEBHbIX
MWHJANMHaX; 5 — OCTPbIA TOH3WUNAUT 6e3 HaneToB Ha HEOHbIX
MWHLanWHax; 6 — numdageHonatus; / — remnatoMeranus;
8 — cnneHomeranus

Fig. 4. Clinical symptoms (%) of acute EBV mononucleosis in
hospitalized children in different age groups (n = 376). 1 — in-
toxication; 2 — fever; 3 — acute adenoiditis; 4 — acute ton-
sillitis with plaque on the palatine tonsils; 5 — acute tonsillitis
without plaque on the palatine tonsils; 6 — lymphadenopathy;
7 — hepatomegaly; 8 — splenomegaly
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AHanus remorpaMMbl HabnAaeMbIX MaLMEHTOB MOKa-
3an neiikoumnto3 y 84,8 % peteit (n = 319), HopMoumMTO3 —
y 15,2 % (n = 57), neiiKoneHus He BbisBNANach. JIumMdountos
Habnopanca B 57,4 % cnyyaes (n = 216). ATunuyHble MoHo-
HyK/eapbl NOSBNANMCb B KPOBM B paHHME CPOKM DomesHu
W onpejensnucb B TEYEHUM MepBbIX TPEX Hedenb 3abone-
BaHua (n = 317), KonnuecTso mx Konebanock ot 10 o 51 %.
KonnyecTBeHHbIN aHanu3 aTUMUYHbIX MOHOHYK/IEapOB MOKa-
3aN, YTo y AeTell MNaALLMX BO3PACTHbIX Py, 0COOEHHOCTbI
octporo B3b-MoHOHyKNe03a ABNSAETCS yMepeHHas BbIPaXeH-
HOCTb 06LLIe MOHOHYKJIEapPHON peaKLyK.

CvnpopoM umTonmusa oTtMevancs y 67,8 % rocnuranu-
3MpoBaHHbIX (n =255). B cTapwmx BO3pacTHbIX rpynnax
Habnofanack bonee 3HauuTenbHas runephepMeHTEMUS
C MOBbILIEHWEM YPOBHS TpaHcamuHa3 Bobiwe 200 EN/n
y nauvento Il — 73,1 % (n=49) u IV rpynn — 77,4 %
(n=41), B cpaBHEHUM C MNAALLMMW BO3PaCTHbIMK rpynna-
mu (o1 40 mo 100 EO/n): | — 62,3% (n=76), | — 66,4 %
(n=89); p<0,05.

Mpn U3y4eHU MUKPODHOro nemsaxa CAM3MCTOM 000-
NOYKKM poTornoTku B 74,5 % cnyyaeB (n = 280) BbisBneHa
conyTcTBytoLas MuKkpodnopa. Y aeTel MnagLiero BopacTa
(1-10 net) npeobnasanv natoreHHble CTPENTOKOKKM (21,5 %,
n = 81) 1 3010TUCTbIN cTadmoKoKK (12,5 %, n = 47); y neTeit
cTapwero Bo3pacTa ot 10 no 18 ner: Streptococcus pyogenes
(11,2 %, n = 42), npoxoxesble rpubbl poga Candida (9,0 %,
n = 34) v Haemophilus influenza (7,2 %, n = 27). CoyeTaHHas
dnopa (accounaums aByx u 6onee MUKPOOPraHM3MoOB) pe-
rucTpupoBanack yaile y naumentos nepsbix 10 net (9,0 %,
n = 34) npotuB 6onbHbIX cTapLuero Bo3pacta (4,0 %, n = 15);
p < 0,05. BeiceB natoreHHoi MMKPOdiopbl C yY4ETOM YyB-
CTBMTENBHOCTU aBa 0CHOBaHWe A1 Ha3HauYeHUs aHTUDaK-
TepuanbHoii Tepanum [20].

OBCYXAEHWUE PE3YJIbTATOB

Mo HawMM AaHHBIM, 6ONBLUMHCTBO MALMEHTOB rocnuTa-
NIM3MPOBANIOCh B 3UMHE-BECEHHUI MEpUoS, C MUKOM peru-
CTpauuu B BeCeHHWe Mecsubl. HebnaronpustHei npemop-
BuaHbIn doH oTMevancs B 88,0 % cnyyaes.

CyLLecTBeHHOI pasHULbl MO Nofy He BbisiBneHo. Cpeau
rOCMMTanN3UpoBaHHbIX npeobnajany LeTu [OLKOSbHOro
M MNafLLero LWKOIbHOrO BO3PacTa, YTo, BEPOSITHO, CBA3AHO
C HE3PEJIOCTbI0 MIMMYHHOM CUCTEMBI (COCTOSIHUEM BTOPUYHOIO
UMMyHoLeduunTa, YacTblie U noBTopHble OPBN).

B bGonbwwuHcTBe CcnyyaeB 3aboneBaHue MNpoTeKano
B CPeAHei CTEMEHN TAXECTM, TAXKENas CTeNeHb perncTpupo-
Banacb B 8,2 % npeuMyLLEeCTBEHHO Y AeTeN CTapLiero Bo3-
pacta, nerkas — 2,2 %.

OcTpoe Hayano 3aboneBaHNUs 0TMEHANOCh Yalle y feTei
nepsbix 10 fET U3HK, KOTOPbIE FOCMUTANU3UPOBAUCH Y3Ke
Ha nepBoii Hepene bonesHw, Ha BTOPOI Heflene 1 No3xe no-
cTynanm getu B Bo3pacte 1018 ner.

(MebpunbHas nuxopagka Habnwpanach MpaKTUYeCKH
y BCex nauueHToB. CMHLPOM MHTOKCMKauMM OTMevancs
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BO BCEX BO3PaCTHbIX Fpynnax W XapakTepusoBsancs obuueit
cnabocTbto, BANOCTbI, FOOBHOW 60JIbI0, HApyLUEHUEM CHa,
CHWXeHueM anneTuta. CMHAPOM OCTpOro TOH3WINUTA Ha-
Bntofancs y Bcex rocnuTanusupoBaHHbix. Hanetbl Ha HeBHbIX
MWH[NIMHaX [OCTOBEPHO Yalle BCTPeYauch y feTen Mnaj-
wwux Bo3pacTHbIx rpynn: | u Il (p < 0,05). KnuHuka octporo
TOH3WUNUTa COXpaHsanach Oonee ANUTENbHO y AeTeN Mnaj-
KX Bo3pacTHbIX rpynn o 8,3 + 0,7 cyt. fiBneHus apeHou-
AuTa bbinm bonee BhipayKeHbl y [eTei MNaaLen BO3pacTHOM
rpynnbi.

YBenmueHne nuMbaTnyecKux y3nos BbISIBEHO Y BCEX Ae-
Ten 1 Habnpanock ¢ nepsbix AHeN 3abonieBaHus, Npy 3TOM
nuMdbageHonaTMs Hocuna reHepanu30BaHHbIA XapaKTep.
Yawe duKcupoBanu nopaxeHue NOAYENOCTHbIX, NepepHe-
W 3afHewenHbIX nuMdatuyeckux yanos. Hepepnko ysenu-
yeHue NMMAQATUYECKUX Y3708 LUEHHOM TpynMbl ONepexano
NosIBNIEHNE U3MEHEHWIA B POTOIIOTKE.

BoBneyeHne B NaTonorMyeckuin NpoLecc 04HOBPEMEHHO
MeyeHn 1 ceneseHKU MMeno MecTo Y Kaxaoro BTOporo nauu-
€HTa, A0CTUras MaKCUMaIbHOMO PasBUTUSA K 6—7-My [iHI0 bo-
ne3sHu. CUHApPOM CneHoMeranuu perucTpupoBanu yalle, 4em
renatomeranuu. CMHAPOM LMTONM3a OTMEYancs y Kawaoro
BTOPOro pebeHKa. B cTaplumx Bo3pacTHbIX rpynnax Habnto-
pancs bonee BbICOKUI YpOBEHb runephepMeHTEMUM U Bbl-
paXkeHHas MOHOHYK/IeapHasi peakums B reMorpamme.

MUKPOOHBIN Mer3ax CnM3nucToi 060SI04KM POTOrNOT-
KW XapaKTepu3oBasCA HanMuMeM PasfiMyHOM MUKpodio-
Pbl: MaTOreHHble CTPENTOKOKKM, 30JI0TUCTBIA CTAahMIOKOKK,
OpoxoKeBble rpubbl popa Candida, Haemophilus influenza.
CoyetaHHas dnopa (accoumnaums AByx u bonee MuUKpoopra-
HW3MOB) YaLLle perucTpupoBanach y NaLuMeHTOB NepBbIX Ae-
CATU JIET XM3HW, YTO JaBasio OCHOBaHWE AJ1S1 NOLKIIOYEHMS
aHTUbaKTepranbHoi Tepanuy.

BbIBObl

1.Y Bcex peteit Habnwaanach TUNMYHAA KIMHUYECKas
KapTuHa ocTporo B3Bb-MoHOHyKNeo3a ¢ XapaKTepHbIM CUH-
LPOMOKOMINIEKCOM: WHTOKCUKALMS, JIMXOPajKa, OCTPbii
TOH3WAIUT W afeHoMauT, NuMdageHonaTns u renarocnne-
HoMeranus. bonee yeM y NoMOBWHbI feTeil 0TMeYancs He-
BnaronpuATHbIA NpeMopOuAHBIN HOH.

2. bonblUMHCTBO MaUMEHTOB TOCMMTaNU3MpOBaNoch
B 3UMHe-BECEHHUI Nepuof, C MUKOM PerucTpauumn B BeCeH-
HWe MecsALpbI.

3. Cpeay rocnutanuanMpoBaHHbIX aeTen npeobnapa-
Na CPefHAs CTerneHb TSKECTU, TAXENas perucTpupoBanach
B 8,2 % — npenMyLLECTBEHHO B CTapLLIEN BO3PACTHOM rpynre.

4. B 4,0 % cnyyaeB TeMnepaTypa Tesla 0CTaBanacb Hop-
ManbHOW. CMHAPOM OCTPOro TOH3WNINTA BbISIBNEH Y BCEX
BonbHbIX. fABneHus ageHoupuTa bbim Gonee BbIpaXKeHb
y HeTen MnapLen Bo3pacTHoi rpynnbl. JinMdapeHonatus
“Mena reHepanu30BaHHbIi XapakTep. YBenudyeHue numda-
TUYECKUX Y3NI0B LLUEMHOW PYNMbl HEPEAKO OMEepexanc no-
SIBNEHME U3MEHEHWI B poTornoTke. CUHAPOM crieHoMeranuu
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PErncTpupoBascs Yalle, YeM renatoMeranmu. B crapiumx
BO3pacTHbIX rpynnax Habmoganca bonee BbICOKW YpOBEHb
runepdepMeHTEMUN M BbIPAXKEHHAs MOHOHYK/IeapHas peak-
LMa B reMorpamme.

5. MUKpPOOHBIN nersax cM3MCTON 0060104KM POTOrNOT-
KW XapaKTepu30Bacs HalMYMEM PasfUYHON MUKPOQIIOpLI.
CoyetaHHas ¢nopa (accoumaums aByx u bonee MuKpoop-
raHW3MOB) Yallle perucTpupoBanach Yy MaLMeHTOB MNEepBbIX
10 neT »M3HM, 4TO [AaBaN0 OCHOBaHWE ANA NMOAKIIOYEHUS
aHTMbaKTepuMasnbHol Tepanuu.

AOMO/IHUTE/IbHAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbl BHEC/W CYLLECTBEHHbIA BKIaA
B Ppa3paboTKy KOHLenuuW, NpoBefeHWe WCCefoBaHUA U MOA-
FOTOBKY CTaTbM, MPOYAM U OL00OPUNM GUHaNbHYI0 BepcUio nepen,
nybanKaume.
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Meavatp

KoHdnukT wmHTepecoB. ABTOpbl AeKnapupylT OTCYTCTBUE
SBHbIX M MOTEHLMasbHBIX KOH(MKTOB MHTEPECOB, CBA3aHHbIX
¢ NybnMKaLumelt HacTosLLEel CTaTby.

WcTouHmnk mHaHcupoBaHms. ABTOpbI 3aBNIHOT 06 OTCYTCTBUM
BHELLHEro GuUHaHCMpOBaHWSA NpK MPOBEEHNN UCCEA0BaHNA.
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Py6Li0BbIe 0CNIOXKHEHUS XMPYPrUYecKoro sieyeHus
pecnupaTopHoro NanuyioMaTosa B KJIMHUKe
CaHkr-lleTepbyprckoro neguaTpuyeckoro
MEeMLUHCKOro YHUBEpCcUTeTa B Nep1oa

c 2019 no 2021 r.

B.B. [iMutpenko, I1.B. Naenos., B.A. Bepesro, M.J1. 3axaposa, [1.B. bpeycenko, [0.A. KypbsHoBa,
0.E. KykywkwHa, 0.K. lopkuHa

CaHKT-leTepbyprcKuii rocyAapCTBEHHbINA NeauaTPUYECKUn MeAULMHCKIIA YHuBepcuTeT, CaHKT-eTepbypr, Poccus

AHHOTALNA

AxTtyanbHocTb. PecnupatopHblii nanunnoMaros Tpebyet KOMOMHUPOBaHHOMO JleYeHUs — afblOBAHTHOW Tepanun 1 XUpypru-
yecKoro feyeHust. locne XmMpypruyeckoro eYeHNs HepeKo BO3HMKAIOT pybLIOBbIE OCTIOKHEHNS.

Lienb — onpefenutb YacToTy pybLOBbIX OCMOXHEHUA XMPYPriYeCKOro JieYeHUs pecnpaTopHoOro NanunaoMarosa y AeTei.
Matepuanbl u MeToabl. bbii NpoBeeH peTPOCNEKTUBHbIA aHanU3 UCTOpUiA bonesHn 49 peTeid, noayyaBLIMX XMPYPruyecKoe
neyeHue B KMHUKe CaHKT-TleTepbyprcKoro rocyaapcTBEHHLIN NeauaTpuyeckoro MeauumMHckoro yHueepcuteta (CM6IMMY)
3a 3ropga (c 2019 no 2021 r.). MonyyeHHble AaHHbIE CPABHUIM C AaHHBIMKU MeTaaHanu3a, npoeefeHHoro B 2022 r.
Pe3synbTtathl. B oTonapunronoruyeckom otaenenum CMe6rMMY c 2019 no 2021 r. xupypriyeckoe neyeHue nonyyanu 49 peteit
B Bo3pacTe oT 1 roga no 17 net — 25 Manb4uKoB M 24 [eBouYKM. [lepBUYHBIA ManuMnIoMartos bbii BbisBSIEH Y 9 naumeH-
T0B. [lepBoe XMpypruueckoe BMeLLaTeNbCTBO Bbino B Bospacte 2 neT y 12 peten (24,5 %). Ucnonb3oBanock KoMbUHMpO-
BaHHOE JIeYeHWe: 3HAO0MApUHIeanbHOe yaaneHWe ManuiioM ropTaHn MUKPOXMPYPTUYECKUMU MHCTPYMEHTaMU U BBEJEHUE
nHTepdepoHa anbda-2b B nocneonepaumoHHoM nepuoge. M3 49 naumeHToB BbiSBNEHBI pybLOBble U3MeHeHUs Y 16 (32,6 %).
OpHako 29 nauWeHTOB OnepupoBanuchb Tosbko B KiMHMKe CIBITIMY — pybuoBble ocnoxHenns y Hux coctasunm 20,6 %,
20 naumeHToB obpatunuck B kimHuky CI6IMTIMY nocne neyexus B Apyryx yupexxaeHUsx — npoLeHT pybLIOBbIX 0CNOXKHEHMI
y Hux coctasun 50 %. M3 Bcex 49 obcnefoBaHHbIX aeTei pybLoBble M3MEHEHWS BCTpeyanuch B ronocosoM otaene y 10 pe-
Ten (62,5 %), B npenaBepun roptabm — y 2 peten (12,5 %), B oboux otaenax — y 4 peten (25 %). B nogronocosom ot-
[ene roptaHu pybLoBbIX M3MeHEHMI He BbisiBNeHO. KonmuecTBo onepaumi B rof, y Kaxgoro pebeHka coctasnsno ot 1 go 7,
a3a3roga(c 2019 no 2021 r.) noxoamno ao 20.

3aknoyeHmne. PybLoBble 0CNIOXKHEHWs NOCe XUPYPruiecKoro fiedeHnst pecrnmpaTopHOro nanuiiaoMarosa BCTpeyalTces fo-
CTaTO4HO YacTo. BbisiBNEHO, YTO NepBoe XMPYPruyecKoe ieYeHWe Yalle NpUXOAMTCA Ha nepeble 3 roAa Xu3Hu. Beibop xu-
PYPrUYECKO TEXHUKM BIIMSIET HA YacToTy pybLIOBbIX OCMOXHEHWH, OLHAKO M3beXaTb UX KpalHe CI0XHO, MOKa CyLecTByeT
Heobx0AMMOCTb XMPYPrUYECKOr0 JIeYeHUS.

KnioueBble cnosa: pecnmpaToprlﬁ nanunnomaros; CpaBHVITEJ'IbeIVI aHaJin3; BUPYCbl NanuIsioMbl 4YeJl0BEKa; BIY;
pY6L|,0BbIE O0CJT0OXXHEHUA; XUpypruyeckoe nevyeHue.

Kak uutnpoBartb:

[mutpenko B.B., Masnos [1.B., Bepesro B.A., 3axaposa M.J1.,, bpeycetko [1.B., KypbsiHosa t0.A., KykywkuHa O.E., FopkuHa O.K. PybLioBble 0CNOXKHEHUS XMpyp-
MYECKOro JleYeHUs pecnpaTopHOro NanuioMarto3a B KimHuKe CaHKT-lleTepbyprckoro neauaTpuyeckoro MeMLMHCKOro yHuBepcuTeTa B nepuog, ¢ 2019
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Cicatricial complications of respiratory papillomatosis
surgical treatment at the department

of Saint Petersburg 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 Petersburg, 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 Petersburg 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.

To cite this article:

Dmitrenko VV, Pavlov PV, Verezgov VA, Zakharova ML, Breusenko DV, Kuryanova YuA, Kukushkina OE, Gorkina OK. Cicatricial complications of re-
spiratory papillomatosis surgical treatment at the department of Saint Petersburg State Pediatric Medical University clinical hospital in 2019-2021.
Pediatrician (St. Petersburg). 2023;14(4):43-50. DOI: https://doi.org/10.17816/PED14443-50

Received: 05.06.2023 Accepted: 21.07.2023 Published: 31.08.2023
&
ECO®VECTOR The article can be used under the CC BY-NC-ND 4.0 license

© Eco-Vector, 2023


https://creativecommons.org/licenses/by-nc-nd/4.0/
https://creativecommons.org/licenses/by-nc-nd/4.0/
https://doi.org/10.17816/PED14443-50
https://doi.org/10.17816/PED14443-50

OPYTVHATIBHBIE CTATBN

AKTYAJIbHOCTb

PecnupatopHbiii nanunnomMato3 — [obpoKayecTBeHHas
¢ubpoanuTennansHas onyxosb, acCOLMMpOBaHHas C BUPY-
COM ManunIoMbl YeNIOBEKa, Mopaalollas CimsucTyo obo-
NOYKY [bIXaTeNIbHbIX NYTEN U CKIOHHAsA K peLuayBMPOBaHMI0
nocne ypanexus [6].

B Poccum poctoBepHbIx AaHHbIX 0 3aboneBaemMocTut pe-
CNMpaTopHbLIM NanunnoMaTo3oM HeT [6]. YacToTa BcTpeyae-
MOCTW 3a pybexkom BapbupyeT oT 1 go 4 Ha 100 000. Pacnpo-
CTPaHeHHOCTb NanuanoMartosa ropTaHu B 3anagHoM Mupe
oueHuBaetcs 0T 4 go 7 cnyyaes Ha 1 MiH yenosek [9, 10].
Kpome Toro, yactoTa peuLMAMBUPYIOLLEr0 pecnmpaTopHo-
ro nanunnomarosa oLeHuBaeTca npuMepHo B 2 Ha 100000
y B3pocsbix U 4 Ha 100000 y peten [16]. 3aboneBaHue Mox-
HO pa3fenuTb Ha B3poCible U loBeHUbHbIE dhopMbl. [lebioT
3abonesaHms 06bI4HO B MoapocTkoBoM BospacTe (50 %) npu
lOBEHW/LHOM QOpMe, HO MOXKET ObITb YXKe Ha MepBoM rofy
u3Hu. [le6ioT Bo B3pocnoii opMe UMeeT TEHAEHLMIO K MUKy
B 3040 net [19].

OcHoBHOE BNSHWE Ha pa3BUTUE PECTIMPATOPHOro nanun-
NoMaTo3a OKasbIBawT 6 U 11 noATMNOB BUPYCOB NanUOMbI
yenoseka (BIMY), Ha ux ponto npuxoautcs okoso 90 % Bcex
cnyyaes [23, 27, 30, 33]. Mogtunel BMY 16, 18, 31, 33 Tak
K€ CBSi3aHbl C pecnupaTopHbIM nanunioMarosoM. Moamn 11
obnapaer bonee arpeccuBHbIM TEYEHMEM, MO CPABHEHMIO
C LUeCTbIM, 33 CYeT YacTbiX peunauBoB 3aboneBanus [22].
Moatunbl 16 1 18 cBA3aHbI C BICOKMM NOTEHLMANOM 3/10Ka-
YeCTBEHHOM TpaHchopMaLmMK, 0COBEHHO B NNOCKOKIIETOUHBIN
paK, KoTopbIi BCTpeyaeTcs npumepHo B 1 % cnyyaes [18].

PecnupatopHbiii nanunnoMatos 06bI4HO CHMTAETCA HoBe-
HWIbHBIM, TaK KaK OH NpUOBpeTaeTCA Npu POXLEHUM — MpH
nepenave oT MaTepu K pebeHKy, B TO BpeMs KaK Hayano pe-
CMMPaTOpHOro ManuIoMato3a y B3pOCbIX MaLMEHTOB BO3-
HWKaeT npu nepegade BIMY nonosbiM nyTeM [34].

KnuHnyeckas KapTuHa OT/IMHaeTcss B 3aBUCUMOCTU OT
aHaTOMWYECKOro PacrofioXeHus nanuiioM U aebrota 3a-
boneBaHus. 06LLMe KIMHUYECKUE NMPOSBNIEHUS: MPOrpeccu-
pyloLLas ocUnNoCTb BMOTb A0 adoHUM, CTPUAOP, Kallenb,
ofbllLKa. B cBA3M ¢ Hecneumdmyeckumm cumntoMamu aebiot
ManuIoMaTo3a MOXeT MacKMpOoBaTbCA NOA OCTPbIN JlapUH-
TUT, BPOHXMT, BPOHXMANBHYI0 aCTMY, UH(EKLMIO BEPXHUX Abl-
XaTenbHbIX nyTen [2, 11, 32].

[narHo3 yctaHaBnuBaeTca no pesynbtatam ¢ubpona-
PUHIOCKOMWMW, PeHTreHorpadum wen B HOKOBOW MPOEKLMK,
NpsIMOI NapUHIroCKonuM co B3aTueM broncuu. Mpu nogo3pe-
HWM Ha NOpaXKEHNE HUXHMX AbIXaTembHbIX NyTei NPOBOAMUTCA
peHTreHorpadus u/unm KoMnbloTepHas ToMorpadus opraHoB
rpyAHOM Knetkm [31].

JleyeHne pecnupaTopHoro nanuniomarosa SBAsSeTCA
KOMOWHMPOBaHHBIM — XWPYPrUYeckoe U afbloBaHTHas Te-
panus. XUpYpruyeckoe JieyeHue HalefleHo Ha MosiHoe yaa-
NeHWe NanuioM ropTaHk C MUHUMaNbHBIM MOBPEXAEHUEM
300pOBbIX TKaHel, C LeNblo MUHUMU3aLMM PUCKOB pybLie-
BaHua [25]. [Ins Xxvpypruyeckoro NeyveHus MCMosb3ylTcs
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KaK «X0N0AHble» MHCTpyMeHThl, Tak 1 CO,-nasep [5, 8, 12],
WAT -ronbMmeBeiv nasep [1, 5], pagnoyacToTHas «XonoaHas»
abnsums [5, 71.

Mocne XMpypryecKoro Jie4eHNs NPUMEHSIETCS afbloBaHT-
Has Tepanus N1 YBENMYEHWUS MEXPELMAMBHOMO nepuoja.
CyLLiecTByeT MHOXECTBO BapuaHTOB ajiblOBaTHOM Tepanuu,
TaKMX Kak a-uHTepdepoH [5, 12, 15], pubasupun [15, 20],
aumknosup [5, 24], umpodosup [5, 35], boToaMHamMuyeckas
Tepanus [4, 5, 24], nHpon-3-KkapbuHon [5], uenekokenbd [35].
0pHaKo y Ka[oro npemapata ectb CBOM MoboYHbIE Aen-
CTBUS, W YHMBEPCAbHOTO MeTofa NPOTUBOPELMAMBHON Te-
panuu noka He paspaboTaHo [4, 5, 7, 35].

Py6uoBble ocno)xHeHWUsi nocne XWUpypruvyecKoro
neyeHus

locne xmpypruyeckoro fieyeHns pecnmMpaTopHoOro nanun-
floMaTo3a B OTAANEHHOM Mepuofe CIy4alTCs OCNOXHEHNS
B BMAE PYDOLOBbIX CTEHO30B. 3T0 CBA3aHO C DOMBLIMM KO-
4ecTBOM onepaumi [29]. PybuoBbie 0CNOXKHEHUS MOTYT BO3-
HWKaTb B BECTUBYNAPHOM 0TAene, rosiocoBOM W NOAronoco-
BOM OT/ie/1e ropTaHu B 3aBMCMMOCTM OT pacnpoCTpaHeHHOCTH
nanunnoM. MeTaaHanusbl AaHHbIX MCCNELOBaHUIA YacToTbl
BCTPEYAEMOCTM PYOLIOBLIX OCMOXHEHUIA MPOU3BOAMIM B 3a-
BUCUMOCTU OT BbIBOpa X1pyprveckomn Taktukm [3, 16, 17, 291.
3T AaHHble pasHATcA. Tak, No JaHHbIM MeTaaHanu3a [26)],
yacToTa OCMOXHeHWd npu ucnonb3oBaHun CO,-nasepa,
KTP-na3sepa v Mukpoaebpuaepa y fAeTeil v B3poC/biX COCTaB-
nana ot 0 go 44,9 %: npu ucnons3osanun CO,-nasepa —
ot 0 no 40 %, B cpenHeM 16,8 %; npu mcnonb3oBaHUu
KTP-nasepa — ot 0 po 18,75 %, B cpeaHem 6,9 %; npu uc-
nonb30BaHUM MuUKpoaebpuaepa — ot 0 1o 44,9 %, B cpen-
HeM 7,4 %.

Mo paHHBIM OAHWX aBTOPOB, MNOCNE MPUMEHEHUS
C0,-nasepa y4actota ocnoxHeHuit coctasnset 38,10 %,
MpW 1cnosb3oBaHUM MuKpopebpuaepa — 44,9 % [21, 26].
Mpn ncnonb3osaHum CO,-nasepa apyrue asTopbl coobLuaioT
0 15,91 % ocnoxHennn [26, 28], 34,8 % ocnoxHenuin [14, 26],
40 % ocnoxHenun [13, 26].

[laHHble TaKKe 04eHb PasHATCS B CBA3M C HEM3BECTHbI-
MW NEepPeMeHHbIMU, TaKUMM KaK: KONIMYECTBO MepeHeceHHbIX
onepavmid, MecTo JIoKanu3auuv nanunioM, Bospact febiota
3aboneBaHmMs M YacToTa ONepaTMBHbLIX BMELLATeNbCTB.

B oaHOM peTpocneKTMBHOM aHanu3e coobLakT, 4To
y AeTei, nepeHecwux bonee 10 onepaumi, Habniogaetcs
bonee BbICOKasa 4acToTa pybLOBLIX OCNOXKHEHWH [26, 29].
[lpyroii aBTop B CBOei paboTe yTBEpXAaeT, YTO B pe3ynbraTte
ucnonb3osanua CO,-nasepa BcTpeyaetcs 31,25 % ocnoxHe-
HWI, @ NpK UCMoNb30BaHUM MUKpoaedpuaepa — 0 %, u uTo
4acToTa OC/OKHEHMIA 3aBUCUT OT MCMOMb3YEMON XMpYprye-
CKOM TEXHWKM, @ He KonmyecTBa onepaunii [17, 26].

Llene — onpenenutb YacToTy pybLOBLIX OCMOMHEHMIA
XMPYPrUYecKoro fleYeHUsi pecnmpaTopHOro nanuijaoMarosa
Ha 0CHOBe aHanu3a 49 uctopuin bonesHu feTen, NosyyaBLLNX
Xvpyprudeckoe neyeHue B KmHuKe CaHkT-leTepbyprekoro
rOCyLapCTBEHHbIN  NeAMaTpUYecKoro  MeAuLMHCKOro
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yHusepcuteta (CM6ITIMY) ¢ AnarHo3oM «peumanBMpYHOLLMIA
pecnupaTopHbIi nanunaomatos» ¢ 2019 no 2021 r.

MATEPWUAJIbI U METObI

lpoBeeH peTPOCMEKTUBHBIA aHanM3 UCTOpUA BonesHu
49 petel, NoNyyaBLUMX XMPYPrUYECKOE JIEYEHUE B KIIMHUKE
CN6IMMY B nepuog, c 2019 no 2021 r. Onepauuu npoBoau-
/N B YCNIOBMSAX KOMOMHMPOBAHHOIO HapKO3a, C YCTaHOBKOW
NIapUHroCKOMan BU3yanu3aumeid Npu NMoMOLLM OnepaLmoH-
HOro MWKpockona. [lns yaaneHus nanuiioM Mcnonib30Bam
MWUKpOMapUHreanbHble MHCTPYMEHTbI, TaKXKe MPUMEHSANN MU-
Kponebpuaep ¢ napuHreanbHbIM HaKOHEYHUKOM. Becb yna-
NeHHbIA MaTepuan Bo BCEX CNy4asix HanpaB/isfM Ha MUCTO-
NOrMYecKoe uccnefoBaHme. B nocneonepauuoHHoM nepuoge
naumMeHTbl Noslydanu uHTepdepoH anbda-2b B cooteeTCTBY-
loLLleid Becy o3upoBkKe. [lonyyeHHble pesynbTaTbl CPaBHUIN
C AaHHbIMU NPOBEAEHHOT0 MeTaaHanm3a [26].

PE3Y/IbTAThI

3a nepuog ¢ 2019 no 2021 r. B 0TONAPMHIONIOMMYECKOM
otaenenun ®BOY BO CM6ITIMY 6bino npoonepupoBaHo
49 peteii ¢ AMArHO30M peLMAMBMPYIOLLMIA ManuaI0MaTo3
ropTaHu. Bospact ot 1 roga go 17 net, cpegHwid Bo3pact
8,5 ner.

N3 49 peTen, nocTynuBLLMX Ha OTAeNeHne, 9 bbinu ¢ nep-
BMYHBIM NanWIoMaTo3oM roptaHu, 40 feteil — c ycTaHoB-
JIEHHbIM paHee AMarHo30M «peLUAMBUPYIOLLMIA NanunaoMa-
T03 ropTaHu». HeKoTopble U3 HUX MOAYYanu XMpYpruyeckoe
NeyeHue B Jpyrux cTaumoHapax Poccumn unu 3a pybexom,
Cpean MociefHUX — 5 YeNoBeK C HaNOXEHHOW paHee
TPaxeoCTOMOW, U3 KOTOPbIX 2 BblsIM HaMU AeKaHI0NIMPOBaHbI.

Bcero ¢ 2019 no 2021 r. BbinonHeHo 165 onepaumin no
3HA0NIApUHreanbHOMY YAANeHUo NanusoM ropTaHu (B paae
C/yyaeB 3a 0JHY FOCMMUTaNM3aLMI0 NaLMeHT bbin npoonepu-
POBaH ABa[bl, B CBA3U C 60NblIMM 06EMOM MopaeHus,
C LieNIbl0 CHUMEHUSA PUCKOB PyOLIOBBIX NOCNE0NepaLMOHHBIX
OCIOKHEHUN).

lepBas rocnuTanusauma Ha OTAENEHWE U MepBoe one-
paTMBHOE JleYeHWe MPUXOAMNOCH Ha BO3pacT A0 3 neT

30,00
25,00 24,50
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10,00
5,00

MpoLeHT oT obliero KonuyecTsa na-
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BK/lOUMTENBHO B 55,1 % cnydaes, Hambonee 4acto B BO3-
pacte 2 net (24,5 %) (puc. 1).

OnepaTBHOe BMeLLATENbCTBO MPOBOAMNIOCH MOJ, Ha-
30(hapuHreanbHbIM HapKo30M MpU CaMOCTOSATESIHOM [iblXa-
HWK, B DOMBLUMHCTBE CyYaeB 1S yAaneHus NanuiioM Mbl
UCMONb30BaNIN «XOMOLHbIE» MUKPOUHCTPYMEHTLI, FOPTaHHYH0
HacafiKy MuKpopebpupepa. Cnyyaes passuTus nocneonepa-
LIMOHHOrO CTEHO3a ropTaHu, TpebyHoLLEero HanoXeHUs Tpaxeo-
CTOMbI, Y MaLWEHTOB, MOJYYaBLUMX XMPYPrUYEcKoe JieyeHue
B KNMHuKe CI6ITIMY, He 6bino. C wenbto yBennyeHns CpokoB
MeXay peLmarBamm 3aboneBaHus B nocneonepaLmoHHOM ne-
puoae MaumMeHTbl Noayyany uHTepdepoH anbha-2b. Yactota
onepaumii 3a 1 rof Ha ofHoro pebeHKa coctaensna ot 1 4o 7.
B nepvog ¢ 2019 no 2021 r. Konu4ecTBO ONepaLymi y 0aHOro
pebeHKa coctasnsno ot 1(39 %) no 20 (2 %) (puc. 2). OgHako
Haw nepuof HabmoaeHus coBnan ¢ NaHLEMWel KOPOHaBM-
PYCHOM MHEKLMM, B CBA3M C YEM MHOTME MaLMeHTbI 3aTsaru-
BaJW JieueHue uam obpallanick B Apyrve CTauyoHapbl.

B knmnHuke CIMGITIMY n3 49 petei pybLoBble U3MEHEHMS
Bbinn BbISBNEHbI y 16, uTo cocTaBnseT 32,6 %. Y 10 petei
B MaTOIOMMYECKUI npoLiecc bbin BoBMEYEH TONBKO rofo-
COBOV OTZEN ropTaHu, y 2 feTed — npejnBepue ropTaHm,
y 4 petel — HecKosbKo otaenos (puc. 3). PybuoBbix u3-
MEHEHWA B MOAT0ON0COBOM OTAENIE BbISIBNIEHO HEe 6binio.
Y 29 neteii u3 49, KoTopble ONEPUPOBANUCH TOJIBKO B KIMHUKE
CN6ITIMY, npoueHT pybuosbix ocnoxHeHui coctasun 20,6 %,
y 20 60sbHbIX, 0OPaTUBLLMXCA B KIIMHWKY OTOJIAPUHIO0MHN
CM6ITIMY nocne neyeHns B APYruX YYPEKAEHUAX, NPOLEHT
pybLoBbIX ocnoxHeHuH, coctaun 50 % (cM. Tabnmuy).

OBCYXEHUE

[lns neyeHMs naumMeHToB C pecnMpaTopHbIM Nanuano-
MaTo30M HeT creuuduuecKoi Tepanuu, 4SS YNyylleHus
KauecTBa XM3HW WCMONb3YETCA XMPYPrUYecKoe meyeHue
¥ NpoTMBOpeLMaMBHasA Tepanus. YactoTa onepaumii, Bepo-
ATHO, BNMSET Ha NOSBNEHUE PyOLIOBLIX U3MEHEHWI B FOPTaHy.
YeM bGonblue onepauuid, TeM Bbilie BEPOSTHOCTb PybLOBbIX
OCJIOXHEHWIA, XOTS C [LaHHbIM YTBEPXAEHWEM COrNacHbl He
BCe aBTOpbl. Bbibop Xxupypryeckon TeXHUKW BAMSET Ha No-
fBnenns pybua. Cpeay naumeHToB, 06paTUBLLMXCS B KIIMHUKY

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

Puc. 1. MepBoe xupypruyeckoe fieyeHne no NoBoAY PECNMPATOPHOro ManunoMarosa y feten
Fig. 1. The first surgical treatment for respiratory papillomatosis in children
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Puc. 2. Konunyectso onepauuii no noBoAy pecn1paTopHOro nanunioMaro3a, Kotopble noTpeboBanuch 04HOMY NaumeHTy 3a 3 roga
Fig. 2. The number of surgeries for respiratory papillomatosis that one patient required in 3 years

Ta6nuua. CpaBHeHWe KonM4eCTBa pyOLIOBbIX OCIOXHEHMIA y [leTel, 0NepupoBaHHbIX TONbKO B KHuKe CTIBITIMY, v neTeit, 0bpatusLumxcs
B KiMHuKy CI6ITIMY nocne apyrux yupexaeHui, B 3aBUCMMOCTU OT MPUMEHSIEMBIX XMPYPrUYECKUX UHCTPYMEHTOB

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

BapuaHT Xx1pypruyeckoro nieyeHns /
Surgical tools

lpynna 1 (onepupoBanuch ToMbKO
B KinHuke CGIMIMY) /
Group 1 (operated only in the clinic
of Saint Petersburg State Medical University)

Ipynna 2 (onepupoBanuck B KnuHuke CIGIMTIMY
nocnie Apyrux yupexaeHun) /

Group 1 (operated in the clinic of Saint Petersbhurg

State Medical University after other institutions)

KOJIMYECTBO NaLyeHToB /
number of patients

BO3HMK pybeL, /
a scar appeared

KOJIMYECTBO NaLyeHToB /
number of patients

BO3HMK pybel, /
a scar appeared

Mukpowmnupl / Micro-forceps 24
Mukponebpunep / Microdebrider 1
Jlasep / Laser -
Jlasep + MuKpowmnubl /

Laser + Micro-forceps
MukpoLumnupl, wensep /
Micro-forceps, shaver
Mukponebpunep + wmnupi /
Microdebrider + Micro-forceps
LLleiiBep, MUKpoLLMNLbI, Nasep / 9
Shaver, Micro-forceps, laser

Bcero / In total 29

3 13 5
1 5 4
- 2 1
2 - -
6 (20,6 %) 20 10 (50 %)

CM6ITIMY, onepupoBaHHbIX C MCMOJSIb30BAaHUEM J1a3epa, Ya-
CTOTa pybLOBLIX OC/IOXHEHUI BbILLE, YEM MPU UCMOSIb30BaHNM
«XOJIOAHbIX» WHCTPYMEHTOB, MO AaHHbIM ApYrvX aBTOpOB Mpu
MCMOJIb30BaHNM Jla3epa YacToTa pybLOBbIX OC/OMKHEHMI [LOXO0-
pvrt po 38,5 %. Crout oTMeTUTb, 4TO B 3aBUCMMOCTU OT BUAA
nasepa, YacToTa pybLIoBbIX 0CI0XHeHMiA pasnuTcs. OfHaKo ans
MOJTHOro MOHMMaHMS HE0BXOWIM aHaNM3 laHHbIX DosbLLero Ko-
JIN4ECTBA NALMEHTOB M Y4eT Ipyrux haKTopoB, TaKUX KaK JIoKa-
33U, PacrpoCTPaHEHHOCTb MPOLECCa, Halnume UHTYbaumi
B aHaMHe3e, Ha/nyme TPaxeoCTOMbI, HacToTa peLanBOB.
PybL0Bble OCNOXHEHMA NOC/E XMPYPrUYECKOTO NEYEHUs
pecn1paTopHOro MmanuiioMaTosa BCTPeYaloTCs LOCTaTouHo
yacTo. BbisiBNieHo, 4TO NepBoe XMpYPruYecKoe feyeHme Yalle
MPUXOAUTCA Ha nepBble 3 rofa xwu3Hu. Beibop xupypruye-
CKOM TEXHWUKM BNMSIET Ha 4YacToTy pyOLIOBbIX OCIOXHEHWH,
0[lHaKo M36exaTb pybLOBbIX OCNOXKHEHWUI KpaliHe CNOXHO,
MOKa CyLLecTBYeT He0bX0AMMOCTb XUPYPrUYECKOTO JIEYEHHS.

DOl https://daiorg/10.17816/PED14443-50

l'onocosoit oTzen /
Vocal part of the larynx

Heckonbko otaenos /
Multiple departments

25,00 % 62,50 %

lpensepue
ropTanu /
Vestibule of
the larynx

Puc. 3. CooTHoweHue pybLoBbIX OCMOXHEHWA B ropTaHu no
NOKanu3auum nocne XMpYpruyeckoro JieYeHus pecnmpaTopHoro
manunnoMarosa

Fig. 3. The ratio of scar complications in the larynx by localiza-
tion after surgical treatment of respiratory papillomatosis
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B.M. Apnans !, T.1. Bunorpaaosa'
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AHHOTALMA

AktyanbHocTb. HedpoTybepKynes xapaKTepusyeTcs HaKOMeHMeM BeslKoB BHEKJIETOYHOrO MaTpuKCa, Perynsums KOoTopbix
OCYLLeCTB/IIETCA MAaTPUKCHBIMU MeTasonpoTenHasamu (MMIT).

Lienb — u3yunTb AMHaMUKY nokasaTenen cucteMbl MMI/MHIMBUTOPLI KpOBK B NeYEHUN 3KCMEPUMEHTaNbHOMO HedpoTybep-
Kyne3sa c NMPUMEeHEHNEM Me3eHXUMHBIX CTBOJOBbIX KIETOK.

Marepuanbl u Metogbl. Cpean 20 KponukoB ¢ HedpoTybepKyne3oM, Bbi3BaHHLIM LWTaMMOM Mycobacterium tuberculosis,
1-t0 rpynny cocTaBuIM HesleYeHHbIe KMUBOTHbIE; 2-10 rPynny — Mojly4aBLUMe NPOTUBOTYDEpKYNe3HY0 Tepanuio; 3-10 rpyn-
ny — € NpoTMBOTYbepKyNe3Hoi Tepanueit U Me3eHXMMHbIMM CTBOJIOBbIMM KNeTKamu. Passutie HedpoTybepkynesa noa-
TBEPXKAAM peakumeid ¢ [uackuHtectoM®. B cbiBOpOTKE KpOBM MCX0AHO, Yepe3 2,5 u 21 Hep. onpepensnn yposHu MMM
(MMI1-1,-9), ux TkaHeBoro uHrnbutopa — TUMII-1, umctatuha C, KpeaTMHWHa, anbbyMmUHa, LepynoniasMiuHa, HelTpodub-
HOM 31acTasbl U afleHo3uHAe3aMuUHa3bl. [poBeieHo rMCTONOrMYecKoe UCCNefoBaHne noYeK. [ng cTaTucTMyeckoro aHanmsa
“cnosb30BanmM nakeT nporpamm Statistica 7.0.

Pesynbrathl. Hannume cneunduueckoro BocnaneHns B noyKkax Yepes 2,5 Hefl. BO BCEX rpynnax nofTBepIKAaNnoch noBbiLLe-
HWAMU YPOBHE HEMTPODUIBHOM 3i1acTasbl W LiepynonaasMUHa 1 CHUXKEHUEM MacChl Tefla XKMBOTHBIX, HO He COMPOBOXAanoch
n3meHeHusiMu yposHeit MMI-1,-9, TUMI-1, unctatuHa C v kpeaTuHuHa. K 21-i Hegene nocne 3apaeHus BO BCeX rpynnax
COXPaHSNCA NOBbILIEHHbIN YPOBEHb aA6HO3MHAE3aMMHA3bI, HEUTPOPUIIBHOM 3N1acTasbl M KpeaTUHMHA, @ KOHLIEHTpaLmuu Liepy-
nonnasMuHa u anbbymmnHa HopManu3soBanuck. Tonbko B rpynne 1 Bbinm oTMeyeHbl Bbicokue ypoBHM MMI-9 u umnctatuHa C,
oyaru cneuuduyeckoro BocnaneH1sa U 0THETIMBO BbIPaXKeHHble U3MEHEHUs KNybouKoB. Pasnuumsa Mexay 3-i v 2-i rpynna-
MW ObINK CBSA3aHbI ¢ 60MIEe HU3KUMM 3HAYEHUAIMM MIIOLLAAN MHTEpPCTULManbHOro gubpo3sa u konnareHa (p = 0,03). MonyyeHa
OVCKPUMWHAHTHas QYHKUMS, OCHOBaHHasA Ha BenmumHax MMI-1,-9, TUMI-1, HeiiTpodmnbHOM 3nacTasbl, KpeaTUHUHE U Ln-
cTatuHa C, xapaKTepu3yloLLas 3HauuMble pasnuumns Mexzay TpeMs rpynnamu.

BoiBogpl. 1. HedpoTybepkynes y KponivMKoB, 3apaeHHbiX WTaMMoM Mycobacterium tuberculosis 5582 reHotuna Beijing,
yepe3 2,5 Hefl. XapaKTepu3oBasCA MOBbILEHWEM B KPOBW YPOBHEW afeHO3MHAE3aMWUHa3bl, HEMTPODUILHOW 3nacTasbl,
Liepynionia3aMm1Ha, CHUXEHWEM YPOBHS anbbyMuHa u otcyTcTBreM naMeHeHuin MMI-1,-9 n TUMI-1, kpeaTuHuHa v umcTatuHa C.
2. MporpeccupoBanne HedpoTybepKynesa COMpoOBOXKAANOCh YBENMUEHUEM B KPOBM KOHLEHTPaUMiA afieHO3UHLe3aMUHa-
3bl, HEWTPOGMLHOM 3nacTasbl U KpeaTuHuHa, MMI-9 u uucratuHa C, Ho He MMI1-1 n TUMII-1. 3. MNpoTBoTYBEpKYNE3HAsA
W C NPUMEHEHMEM ME3EHXMMHBIX CTBOJIOBBIX KIIETOK Tepanus HopManusosana ypoBHu MMI-9 u unctatuHa C, Ho He ajeHo-
31HAe3aMUHa3bl U HeMTpodKILHOM anacTasbl. 4. Komnnekc us MMI-1,-9, TUMI-1, HeATpodmMbHOM 31acTasbl, KpeaTUHUHA
1 umctatnHa C nossonset anddepeHUMpoBaTh rpynMbl € pa3NUYHON aKTUBHOCTLIO HedpoTybepKynesa.

KnioueBble cnoBa: He¢p0Ty6epKyne3; benkosble MapKepbl; MaTPUKCHbIE METanNonpoTenHasbl; ULNCTATUH C; Me3eHXMMHbIe
CTBOJI0BblE KJIETKM.
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and experimental drug-resistant kidney tuberculosis
treatment effectiveness
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! 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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OPYTVHATIBHBIE CTATBN

AKTYAJIbHOCTb

Tybepkyne3 nouyek (HedpoTybepkynes) — 310 MHEK-
LMOHHO-BOCNannTeNbHOe 3abosieBaHMe MOYeK, BbI3BaHHOE
Mycobacterium tuberculosis. TybepKynesHoe nopaxeHue
MOYEMOJI0BOM CUCTEMbI 3aHUMAET 0JHY M3 BeLyLLMX NO3ULMN
B CTPYKTYpe BHEJIEroYHbIX JIoKanu3aumi Tybepkynesa [10].

OTCyTCTBME BbIpaXKEHHbLIX U3MEHEHMIA U MHOro0bpasue
HecneuMdUYeCKUX KIIMHUYECKUX NPOSBMIEHMI 3aboNeBaHus
3aTpyaHseT AnarHocTuky Hedpotybepkynesa. [oaTeepxae-
HWe [MarHo3a NpoBoAMTCS No BbiceBy B Moye M. tuberculosis
(nonoxwurencHo B 30—-40 % cnyyaeB), pesynbTaTaM JlyyeBoid
AVarHoCTUKY, NPOBOKALMOHHBIM NpobaM U MyHKLUMOHHOV
buoncum [1, 4]. B 60nbLUMHCTBE CNy4aeB YPOBEHb KPeaTUHU-
Ha (KP), KaK npaBuno, He NOBbILLEH, YTO ieNAaeT aKTyasbHbIM
MOUCK UHBIX paHHWX NlabopaTopHbIX BeNKOBLIX MapKePOB Mo-
BPEXEHWA NoYeK npu HedpoTybepkynese [8].

Tybepkynes nouek xapakTepusyetcs TyGynouHTepcTMLM-
anbHbIM GUBPO30M U FMOMEpPYNOCKIIEPO30M, 00YCOBNEHHI-
MW HaKonmeHneM OefKOB BHEKIMETOUHOro Matpukca (BKM) [9].
OCHOBHbIMM ~ (M3MONOrMYECKUMU  PErYNATOPaMU  TaKoro
HakonneHuss BKM craHoBATCA MaTpUKCHble MeTannonpo-
TenHasbl (MMI). OHM NpuHaLnexar K 60NbLLOMY CeMeicTBY
MPOTEONIUTUYECKUX QEpPMEHTOB, pa3spyLLaILLMX pasfnyHble
KomnoHeHTbl BKM, a Takoke psp, cybeTpatoB, He BXOASALLMX
B coctaB BKM, BKtoyas curHanbHble MOSIeKybl 1 MOSEKy b
KNeToYHOW aaresnn. Kkcnpeccust U aktuBHocTb MMIT pery-
JMPYIOTCA HA HECKOMBbKUX YPOBHSX, BKJIKOYAA TPAHCKPUMLMI
EHOB, MOCTTPAHCKPUMLMOHHYID MOAM(UKALMI0O U B3auMo-
LelCTBME C LMPKYNMPYIOLWMMU UHTMOUTOpPaMK (TKaHeBbIe
MHIMOUTOpLI MeTanonpoTenHas, TUMI) [12].

PasHoobpasHble noyeyHble 3aboneBaHus BoCManuUTeNb-
HOro reHesa, Npu KOTOPbIX MOPaKalTca KybouKy, cBA3aHb
¢ rnybokum aucbanaHcoM obopota BKM, Korpa coyetatotcs
ABa NPOTMBOMOJIOXHO HanpaB/eHHbIX NaToN0MMYeCcKUX Npo-
Liecca: C OJHOW CTOPOHbI, 3T0 HOBOODpa3oBaHMe MaTpUKCa,
XapaKTepHoe s pybueBaHus, C LpYroii e — ero perpa-
paums [2].

[na3MeHHble KoHUeHTpauuu MMI1-2, MMM-9 u TUMI-1
3HaYMMO M3MEHSKOTCA Y NALMEHTOB C NEPBUYHBIM FNIOMeEpY-
noHedpnTOM, MEMBPaHO3HBIM rI0MepyNioHepUTOM, Hedpo-
TMYecKUM 3abonieBaHMEM C MUHWUMaJbHBIMU U3MEHEHUSIMMI
1 CerMeHTapHbIM TJIOMepynspHbIM CKepo3oM [3].

B obmene 6enkos BKM yuactByet u umctatud C (LC).
KaK 3HA0reHHbIn UHIMOUTOP LMCTEMHOBBIX MPOTEMHA3 OH
UrpaeT BaXHYK pPOJib B KOHTPOJSIE MX aKTUBHOCTU, a TaK-
)K€ B MPOTMBOBMPYCHOM M aHTUMMKPOOHOM aKTMBHOCTMW.
Kpome Toro, ero paccMaTpuBalOT KaK paHHWiA BbICOKO YyB-
CTBMTENbHBIA U crieumbuyIHbIA Mapkep QYHKUMM noyeK [5].
Ero KoHUeHTpaums, B OT/IMUME OT KpeaTMHWUHA, NMOYTU He 3a-
BMCMT OT MbILLIEYHOM Macchl, Bo3pacTa u nona. C nocrosH-
HOM CKOPOCTbI0 OH CMHTE3MpYeTCS BCEMU AAPOCOLEPHKALLM-
MW KJIETKaMM OpraHuM3Ma U MoJHOCTb0 MeTabonnsupyeTcs
B NOYKax. JlutepaTypHble [aHHble 0 XapaKTepe W3MeHeHMil
MMIT v UC npu HedpoTybepKynese oTCYTCTBYIOT.
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B HacTosiLLee BpeMs aKTMBHO M3y4aeTcsi BO3MOMKHOCTb
UCMOJIb30BaHNA MEe3eHXUMHBIX CTBOSIOBbIX KneTok (MCK)
B KauyecTBe KJIETOYHOW Tepanuu Npy pasnmyHbix 3aboseBa-
HUAX, BKIIOYAA WMHQEKUMOHHbIE. VIMMyHOMoaynmMpyloLme
CBOICTBa U CMOCobHOCTb 3aMellaTb WX BOCCTaHaBIUBaTb
noBpeXfeHHble TKaHu genaoT MCK upeanbHbIMU KaHau-
JaTaMu [J19 NleYeHns KaK NIeroyHoro, Tak U BHESIerouHoro
Tybepkynesa [11].

Lleny uccnedosaHusi — M3yunTb AMHAMUKY MOKasaTe-
neii cUcTeMbl MATPUKCHble METanionpoTenHasbl / WMHM1-
OuTopbl Nepudepryeckoi KpoBK B SIEYEHUM 3KCTIEPUMEH-
TanbHoro HedpoTybepKynesa, BKIOYAKOLEM MPUMEHEHNE
MCK.

MATEPUAJIbI U METO/bI

JKcnepuMeHT BbinonHAM Ha 20 KponmKax-camuax no-
poAbl WHHLWMAMG Maccoit 3543,45 + 264,47 T (nonyyeHbl U3
OrYN «MutoMHMK nabopaTopHbIX KMBOTHBIX “PannonioBo”»
OIBY «HaumoHanbHbIM LeHTp “KypyaTOBCKMIA UHCTUTYT »).
HMBOTHBIX cofiepany B yCNoBUSX CepTUGHMLMPOBAHHOIO BU-
Bapus Ha base OIBY «ClM6 HUN®» Munppasa Poccum B co-
0TBETCTBMM C EBpONENCKOI KOHBEHLMEN NO 3aluuTe N03BO-
HOYHBIX XMBOTHBIX, UCMOMb3YEMbIX [J151 SKCNEPUMEHTANbHBIX
U MHbIX HayyHbIX uenen (Ctpacbypr, 1986). MonennpoaHue
HedpoTybepKynesa oCyLLEeCTBIANM N0 paHee pa3paboTaHHOM
METOAMKE * C WUCMOMIb30BaHMEM CYCMEH3UM KIIMHUYECKOIO
wramma Mycobacterium tuberculosis 5582 reHotuna Beijing
CO MHOXECTBEHHOM NIeKapCTBEHHOM YCTOMYMBOCTBIO (M3 KOJI-
nexumm OTBY «CMo HAN®» Munsppasa Poccum) BTopoii re-
HepaLuu, KOTOpYto BBOLWM NOL, YNbTPa3BYKOBLIM KOHTPOJIEM
B KOPKOBbII CJIOM NapPEHXMUMbI HUKHErO NoJitoca NeBoii noy-
kv B fo3e 10° KOE/0,2 mn 0,9 % pacTeopa Hatpus xnopuaa.
CocrosTensHocTb Mozenn HedpoTybepKynesa NoATBEPHKAA-
JI C MOMOLLIbK) peakLmMu rMnepyyBCTBUTENBHOCTY 3aMefLIeH-
HOro TMMNa C PeKOMBUHAHTHBIM TybepKynesHbIM anjepreHoMm
IunackuHtect® (TeHepuyM, MockBsa, Poccus).

B 3KcnepuMeHTe ydyacTBOBanM Tpu rpynmbl KUBOTHBIX:
rpynna 1 — 3apa)<eHHble HeNleyeHHble; rpynna 2 — 3a-
PaX<EHHble YKMBOTHbIE, MoNyYaBlMe B TeyeHne 18,5 Hep.
nepopainbHO afieKBaTHyl0 NPOTUBOTYDEpKY/e3HYK Tepanuio,
BKJIOYatoLLylo 3TambyTon [B go3e 20 Mr/(kr - cyT)], bepak-
BuMH (B no3e 14 mr/kr — 10 pHei, ¢ 11-ro gHa yepes
A€Hb B [03e 7 Mr/Kr), TUOYPEUAOUMUHOMETUNNUPUANHUSA
nepxuiopart (B go3e 12 mr/kr), nuHesommza (B8 gose 10 mr/kr);
KponmkaM 3-i rpynnbl Yepe3 14,5 Hep. nocne Hava-
na npoTMBOTYDEpPKYNE3HOM Tepanuu OAHOKPaTHO BBOAM-
/1 B YLIHYIO BEHY CycneHsuto aytonornyHbix MCK (5 x 107
B 2 Mn docdatHoro bydepa). MCK KocTHoro Mo3ra Kposm-
KOB Mofyy4anu MeTofoM acnupauuu. Belgenenve u kynbtu-
BMpoBaHuMe ayTonornyHbix MCK BbINOMHSAAM Mo cTaHAapTHOV
MeToauke [7].

* TlateHt PO N 2776130/ 13.07.2022. Mypasees A.H., Burorpapo-

Ba T.W., [oroHapse M.3., u ap. Cnocob MopenupoBanus Tybepkynesa
MOYKM.
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3abop KpoBM LnA BUOXMMMYECKOM OLEHKM 6enKoBbIX
MapKepoB MPOBOAMNW TPUXKAbl: UCXOLHO, Yepe3 2,5 Hep.
Mocie 3apaXXeHuWsi M Mo OKOHYaHuWM Tepanuu (21 Hep.).
B cbiBopoTKe KpoBM MeTogoM TBepLOdasHOro MMMyHodep-
MEHTHOr0 aHanM3a onpeAeNsy KOHLEHTPALIMUK NoKa3aTeneil
cucteMbl MMI1/uHrubutopsl (MMI1-1, -9) 1 ux TKaHeBoro UH-
ruéutopa-1 (TUMI-1), UC — ncnonb3ys Habopbl peareHToB
«Cloud-CloneCorp.» cornacHo npoToKOMy NpOWU3BOAMTENS.
OueHKa BoCManuTeNbHOro OTBETA TaKXKe BKIOYana aHanms
KOHLeHTpaummn anbbymuHa (AJT) u KpeatuHuHa (KP) Ha aHa-
nu3atope ¢upmbl Beckman Coulter, KoHUeHTpaumio Lepy-
nonnasmuHa (LUM) — ™MetopoM PaBBWHa, aKTMBHOCTL aje-
Ho3uHae3aMuHasbl (ALLA) [6] M aKTMBHOCTL HEWTPOQUNLHOI
anacrasbl (H3) — no ruaponmsy cukTeTudecKoro cybcTpata napa-
HuTpodeHnn-N-TpeT-6yTMnoKkcukapboHun-L-ananmHa [13].

[inga ructonormyeckoro uccnenoBaHns Novku huKcUpoBa-
nm B 10 % HenTtpansHoM dopManuHe, 3anmBanu B napagu,
Cpe3bl OKpaLUMBanM reMaToOKCWUIIMHOM U 303uHOM. Bhbisene-
HWe COeaMHUTENbHOM TKaHM U CTeNeHb ee 3pefocT OLEeHH-
Ba/IM Ha Npenaparax, OKpaLUeHHbIX TPUXPOMOM No MaccoHy,
LETEKLUMI0 KUCIOTOYCTOMYMBLIX MUKODaKTepuii NpoBoaMNH
OKpackoii no Lunio — HenbceHy, obHapyeHue xenesa —
B peakumu lNepnca.

[inga cTaTucTMUECKOro aHan13a UCnoNb30Bau NaKeT npo-
rpamm Statistica 7.0 (StatSoftinc., CLUA). laHHble npeacTas-
neHbl B BUAE MeAuaHbl (Me), nepBoro 1 TpeTbero KBapTu-
nen [@;; @,]. Pa3nnuma B AMHaMMKe noKasaTenein B TeYeHUH
HedpoTybepKynesa oLeHWBaANM B CTaTUCTUYECKON MOAENH
AMCMEPCUOHHOIO aHanu3a NoBTOPHbIX HabmogeHui (ANOVA
RepeatedMeasures). OueHnBany Takke auddepeHUmanbHble
3ddeKTbl hakTopoB rpynnbl (cnocobbl neyeHus), hakTopos
BpPeMeHM (TpM TOUKM: Hayano 3abonesaHus, 2,5 u 21 Hep.)
U B3auMofencTBua 3TuX QaktopoB. [locToBEpHOCTb pas-
JINYNA CTAaTUCTUYECKUX MOKasaTenieln Onpepensm c uc-
nonb3oBaHneM Kputepus Ouwepa. [ns onpegenexns uH-
TerpanbHoro mokasarens ([®) pasnuuua mexay rpynnamu
(ckpbITas NepemeHHas, KoTopas Obina nonyyeHa Yepes wuc-
cnefyeMble MepeMeHHble) NMPUMEHSNIAch JIMHENHAs MofLenb
LVCKPUMWHAHTHOTrO aHanusa. lpoBefeHne McCnefoBaHus
0[100peHo HesaBucMMbIM 3ThyeckuM komuteToM OIEY «Cl6
HUW®» Munsppasa Poccum (npotokon 3acepanms N° 80.3
ot 23.06.2021).

PE3Y/IbTATbI U OBCYXAEHUE

CornacHo pesynbTaTaM [LUCMEPCUOHHOMO aHanusa no-
BTOPHbIX HabIOAEHMIA MOXHO BbILENUTb HECKOJIBKO Bapy-
aHTOB M3MeHeHWiA nokasateneit cuctemMsl MMIT/MHrMBUTOPSI
1 MapKepoB BOCManWTeNbHOrO 0TBETA B X04e pasBuTHSA He-
dpotybepKynesa.

MepBbIii BapuaHT M3MEHEHWI YCTAHOBIEH [J1A TaKKUX Mo-
Kasatenen Kak MMI-1 u TUMI-1 (puc. 1, a, b). KoHuen-
Tpaumuu 3Tux 6eNKoBbIX MapKEpOB 3HAYMMO He pa3nuyanuchb
mexay rpynnamu (p = 0,46, p = 0,52) 1 He MeHANUCb B X0A€
paseutusa npouecca (p=0,76, p=0,89) cooTBeTCTBEHHO.
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JdbdekTa B3auMopeiicTMA PaKTopa rpynnbl U GaKTopa Bpe-
MeHu He Habnoganocs [0,32; 0,13].

BTopoi BapuaHT M3MeHeHWi Bbin yCTaHOBNEH Ans Ta-
KWX MapKepoB BocmanuTenbHoro oteeta Kak AJl, ALA, LN
1 H3. VX ypoBHM 3HaYMMO He pasnuuyanucb Mexny rpynna-
mu (p = 0,33; 0,33; 0,29; 0,13 co0TBETCTBEHHO), HO MEHANUCH
B Xo4e pa3suTusa npouecca (puc. 1, ¢, d, e, f). YpoBeHb Al
yepes 2,5 Hep. UCCNeAO0BaHMSA 3HAYMMO MOHU3MNCS BO BCEX
Tpex rpynnax (3HauMMocTb pasnuuni no haxkTopy BpemMeHu
coctaeuna p = 0,003), Torna Kak pasnuumin no GakTopy rpyn-
nbl (p = 0,26) n adpdexTy nx B3aumopeiicTama (p = 0,12) ycta-
HOBJIEHO He 6bino. o OKOHYaHWUKM 3KcmepuMeHTa B rpynne |
ero ypoBeHb BEPHY/ICS K UCXOAHBIM 3HAUeHWsIM, B rpynne 2
LaXe MpeBbICUN UCXOLHbIA YPOBEHb, TOTAA KaK B rpynne
¢ MCK ocrancs cHmxeHHbIM. B uenom rpynny MCK otnnyanu
MWHUMasbHble KoNnebaHMs KOHLEHTpaLmW noKasatens. YpoB-
Hnm ALA (p = 0,003), Ll (p = 0,003) n H3 (p = 0,003) 3Haunmo
MOBLILLANMCh Yepe3 2,5 Hef, OT Hayana aKCmepuMeHTa U He
CHUXKaUCb BO BCEX Fpynmax [0 ero OKOH4YaHus. JddekTa
B3aMMOJeNcTBUs (aKTopa rpynnbl 1 hakTopa BpeMeHu Ans
BCeX TpeX MokasaTteneii He Habmopanock (p =0,52; 0,62;
0,84 cOOTBETCTBEHHO).

YuntbiBast cnocobHocte AIA — KntoyeBoro epMeHTa
NypMHOBOr0 MeTaboniM3mMa — BHOCWUTb CBOW BKJIAf, B pas-
BUTUE U MOAJEPIKaHUEe UMMYHHOW cucTeMbl, H3 — wurpatb
posib B AereHepaTMBHbIX 1 BOCMaNNUTeNbHbIX 3aboneBaHusx,
u UMM — yuacteoBaTth B 0CTPO(ha30BbIX peaKLusX, NoTyyeH-
Hble pe3yNbTaThl MOXHO paccMaTpuBaTb KaK COXpaHeHue
HecneuMdUYecKoro KOMMOHEHTA BOCMANeHUs K OKOHYa-
HUI0 3KCNepuMeHTa Bo Bcex rpynnax. M3menenus KP 6binu
0[iHOHanpaBneHHbl. OTMeyancs ero pocT BO BCEX rpynnax
(p=10,003).

TpeTuin BapuaHT U3MeHeHW bbin BbIABMIEH NpW McCe-
posaHum MMI1-9 u LIC. KoHueHTpaummn 3tux 6enkoBbix Map-
KepoB 3HAUMMO Pa3MyanMcb MeXAY rpynnamm U CpoKamu
uccnepoBaHus. Yepes 2,5 Hef. oTMeYanach MLLb TEHAEHLMS
K noBbilleHnio KoHueHTpaumini MMI-9 u LIC Bo Bcex rpyn-
nax (puc. 1, g, h). Ho K OKOHYaHMI0 3KCMEPUMEHTA BENIMYUHDI
noka3sateneii noeblcunuck (p < 0,05) y 3apaKeHHbIX Hene-
YeHHbIX KPOJIMKOB, TOra KaK B rpynnax C JIeHeHWEM OHM
CHU3MIUCb NOYTM L0 UCXOLHOTO YPoBHSA. Hanbonee BbicoKWe
KOHLIEHTpaLuM npoTenHasbl U MHrMbuTopa KaTencuHa oT-
MeYasnnChb y 3apaKeHHbIX HelleYeHHbIX UBOTHbIX (p = 0,04).
Pasnnuuii 0bonx MapkepoB no daktopy Bpemenu (p = 0,19)
u 3bdeKkTa B3aUMoJencTBIA hakTopa rpynmnbl U BpEMEHH
yCTaHoBNEHo He bbino (p = 0,18). Bo Bcex Tpex rpynnax xu-
BOTHbIX OTMeYasics NpPUPOCT Macchl TeNa B X04e 3KCrepu-
MeHTa (p = 0,003), Ho ero BennunHa B rpynne 1 6bina MUHK-
ManbHon (p = 0,02).

CyMMupys pesynbTaTbl BUOXMMMYECKOM OLEHKM MOKa-
3ateneit cuctemMbl MMIT/uHrBUTOPBI, MapKepoB GYHKLUM
MoYeK M BOCManUTENbHOM peakuun yepe3 2,5 Hepd. nocne
WHoKynauum M. tuberculosis, MOXHO OTMETUTb CriefytoLLee.

Habniopanoch 3HaumMMoe CHUKeHWe KoHueHTpauun AJl,
nobiwenue LM, aktueHoct H3 n AJA Ha doHe cHukeHus
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PucyHok. YpoBHM MokasaTesned BOCManuTeNbHOTO OTBETA Ha CPOKaX OT MOMEHTa WMHOKYNAUMM MHGbEKTa B JIEBYIO MOYKY KpOSWKa:
ucxogHo (0), yepes 2,5 u 21 Hep.

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 xuBoTHbIX (p=0,03). K atoMmy cpoky Obinu
MofyyeHbl AaHHble O MONOXMTENbHOW peakunn y BCex
UCCNedyeMblX MBOTHbIX Ha BHYTPUKOXHOE BBEAEHUE
Ivnackuntecta® (3puteMa pasmepoM 27,73 + 0,54 MM), uTo
B COYeTaHWM C OBMOXMMMYECKMMM MOKasaTeNsiMu CBULe-
TENbCTBYET 0 Pa3BUTUM CMELMPUYECKOr0 BOCMAIUTENIBHOMO
npoLecca M afeKBaTHOCTU [LaHHOW Mofenu HedpoTybepKy-
nesa. B 70 e BpeMs U3MEHEHWUI KOHLEHTPaLMKU MapKepoB
dyHKumm nouek (UC u KP), a Takke nokasateneii cucteMsl
MMI/uHrubutopel (MMM-1, -9 u TUMI-1) K atomy cpoky
eLe He bbino.

Ha 21-n Hepene oT Hayana 3KcrepuMeHTa BO BCEX TpeX
rpynnax BoCManuTeNbHbIA MPOLLECC XapaKTepu30Barcs coxpa-
HEHWUEM BbICOKOW aKTUBHOCTM Takux MapKepoB, Kak AJIA u H3,
TOrAa Kak KoHueHTpauuu LM u AJT BepHyNMCb K UCXOAHBIM
3HayeHUsM. OHOMEpHbIV CTaTUCTUYECKUI aHanu3 BbISBUN
3HauYMMble Pa3fMuMa MeXay rpynnon KOHTPONS 3apaeHus
(6e3 neyenns) u rpynnamu c fedeHneM. OHW Obinn cBA3a-
Hbl ¢ ypoBHaMM MMI1-9 n LIC, Ho He KP. BennumHel MMI-1
n TUMI-1 He oTAMYaUCh MeXXAY rpynnamu U oT pedepeHT-
HbIX 3HauyeHmiA. TakuM 06pa3oM, 3HAUMMBIX Pa3NuyKUA Mexay
2-1 1 3-1 rpynnomn H1 No 6UOXMMUYECKUM MapKepaM Bocranu-
TE/bHOrO 0TBETA, HW MO NoKa3aTtenaM cucteMbl MMI1/uHrnbm-
TOPbI YCTAHOBJIEHO He BbIN0, YTO MOCAYXWUMO B LasbHENLLEM,
HeobX0AMMOCTbI0 NMOUCKA MHTErPabHOM NepeMeHHON B BUAE
AUCKPUMUHAHTHON yHKLMM (D), no KoTopon MoXHO Oblsio
Bbl 0XapaKTepr30BaTh 3HAUMMBIE Pa3NNYNA MEXIY BCEMM Tpe-
M8 rpynnamu. Cnepyet obpatutb BHMMaHWe, yTo B cocTas 0
BOLLIM He TOJbKO NoKa3satenu cucteMbl MMI1/uHrubutopsl, Ho
MapKepbl QYHKLWM NOYeK U BOCNaNUTENIbHOTO OTBETA.

[0 = H3 x 183285,57 + MMI1-1 x 22848,45 — MMT1-9 x
x 44989,18 + TUMI-1 x 197091,42 — KP x 527454,12 +
+ LC x 20227,34.

[® nossonuna otaenuts rpynny 1 o1 rpynn 2 (p = 0,012)
n 3 (p =0,0005), a Takke 2-t0 rpynny ot 3-# (p = 0,04).

¥unBoTHbIe ¢ HedpoTybepKynesoM be3 neyeHns UMenu
caMmble BbiCOKMe nokasatenm [®, yto cooTBeTCTBYET pocTy
KoHueHTpauuu LIC Ha doHe coxpaHeHWs LeCTPYKTUBHBIX W3-
MeHeHuI, cyaa no ypoHaM H3, MMI-1, -9 un uHrnbutopHoi
3awmtel B Buge TUMI-1. ConoctaBneHne 6UOXMMUYECKUX
LaHHBIX C MOP(OSIOTMYECKUMN XapaKTEPUCTUKAMU CTPYK-
TYPHOrO CTPOEHWSA MapeHXUMbl U CTPOMbI MOYEK MOKa3ano
WX COTNacoBaHHOCTb. B caMoM gene, Mo OKOHYaHWM JKcne-
puMeHTa (21-9 Heaens) ToNbKO B 1-i rpynne COXpaHsIMCh
ovaru cneumdrUyecKoro BOCManeHUs C KUCIOTOYCTOWYMBI-
MU MUKODaKTEpPUSMM, NIOKaNM30BaHHbIE NPEUMYLLECTBEHHO
B MO3rOBOM BeLLecTBe. B HEKOTOpbIX Crydyasx oyaru Bbl-
ABNANMCb B MOYEYHBIX NI0XaHKaX, MONIOCTb KOTOPbIX bbina
paclUMpeHa, TaKKe OTMEeYanuCb OTYETSIMBO BbIPAXKEHHblE
n3MeHeHus KNnyboukoB. B rpynnax neyenus 6binn BbisBAEHb
TOMBKO KOCBEHHbIE MPU3HAKW XPOHUYECKOTO BOCMANMTENBHO-
ro mpowecca B BUAE HECeLMPUYECcKON WHTepPCTULMATbHON
MMbOLMTapHON UHPUALTPALMK.

B rpynnax neueHus sBHbIX NpU3HaKOB crneuuduye-
CKOTO MOpaXeHWs B BUAE TpaHyNeM, 04aroB HEKpo3a
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U MHOUNBTPATOB He 0BHapyeHo. BbisBNEeHbl TONBLKO Koc-
BEHHble NMPWU3HaKM XPOHMYECKOro BOCMaUTENbHOMO NpoLiecca
B BUE Hecrneumduyeckon MHTepCTULMaNnbHON IMMdounTap-
HOM MHOUNBTPaLMM Pa3NNYHON BbIPAXKEHHOCTM.

B 3Tu e CpoKu y KponvKoB rpynnbl 3 BbisiBNEHbI 60-
Nee HW3KME 3HAYeHWA MOLLAAM MHTEPCTULMANbHOTO (u-
Oposa, nnowaau KonnareHa B Kope (p = 0,04) no cpaBHe-
HWK C LaHHbIMU 2-W TPYNMbl, YTO, NO-BUAUMOMY, CBA3AHO
C HanuuueM nbPONIACTUHECKUX UM CKIEPOTUHECKUX MH-
TepcTUUManbHbIX U3MeHeHuid. He coBceM 00bACHUMO Hanm-
une bonbLLEro KOMMYecTBa KIETOK B KNyboukax He(poHOB
B 3-1 rpynne no cpaBHeHuto ¢ rpynnamn 1 n 2 (p = 0,02).
Bo3MoxHo, 3T0 CBA3aHO € IMMQOLMUTAPHOI MHPUNIBTPALMEN.

BbiBOAbl

1. BocnanuTenbHbli 0TBET Y KPOJIMKOB, 3apaX{eHHbIX
wrammoM M. tuberculosis 5582 reHotuna Beijing ¢ MJTY,
yepes 2,5 Hefl. XapaKTepW30BasCA MOBbLILIEHWEM B KPOBU
aJleH03MHAEe3aM1Ha3bl, HeMTPOdUNbHOW 3MacTasbl, Lepy-
NonniasMMHa U CHUXEHUEM anbOyMUHa U OTCYTCTBUEM U3-
MEHEHUIA KOHLIEHTpaLMi NoKa3aTesen CUCTEMbI MaTPUKCHbIE
MeTannonpoTenHassl / uHrnbutopsl (MMI-1, -9 u TUMII-1)
1 MapKepoB (YHKLMM NoYeK (KpeaTuHaHa, uuctatuHa C).

2. MNporpeccupoBaHne HedpoTybepKynesa conpoBoXaa-
110Cb YBESIMYEHNEM B KPOBW KOHLIEHTPaUMiA afleHO3uHe3a-
MWHa3bl, HEUTPOUNLHOW 3M1acTasbl U KpeaTWHWHa, MMI-9
u umctatuHa C, Ho He MMIT-T n TUMI-1.

3. Tepanus T n ¢ MCK Hopmanu3oBana yposHu MMI1-9
¥ umnctatuHa C, Ho He afleHO3MHLe3aMMHa3bl U HEUTPOdUIb-
HOW 3nacTassbl.

4. KomnneKkc 6eKoBbIX MapKepoB KPOBM, TaKMX KaK
MMI-1, -9, TUMI-1, HeiTpodunbHas 3nacTasa, Kpeatu-
HWH 1 umncTatH C, no3sonset auddepeHUMpoBaThb rpynnbl
C Pa3nM4HON aKTMBHOCTbIO HedpoTybepKynesa.

AOMO/THUTE/IbHAAA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHBIA BKIAL,
B pa3paboTKy KOHLenuuW, npoBefeHWe UCCiefoBaHUs W MOA-
FOTOBKY CTaTbW, NPOYAM 1 ofobpunu duHanbHylo Bepcuio nepes,
nybnanKaumeil.

WUcTouHuk cdumHaHcmpoBanua. MccnepfoBaHue BbIMOSHEHO
B paMKax [ocypapcTBeHHOro 3apanus MunmcTepcTaa 3apaBooxpa-
HeHust Poccuiickoii ®epepaummn «PaspaboTka 1 npumeHeHue 6uo-
NIOTMYECKMX U MaTeEMaTUYeCKUX Mofienelt Ans U3y4eHus Tybepkyne-
33 pa3nnYHbIX foKanusaumit» (per. N@ HAOKTP 121112600145-2).

KoHdnuKkT unTepecoB. ABTopbl AeKnapupyloT OTCYTCTBUE §iB-
HbIX W MOTEHLMANbHBIX KOH(DIMKTOB MHTEPECOB, CBA3AHHBIX C Ny-
BnvKaumeli HacTosLLel CTaTby.
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Anpob6auusa HoBoro cnocoba TpeHMpPOBKHU
CneuuanucToB AN oBNajeHUs TeXHUKOU YpeCcKOXKHOM
3HA0CKONMYECKOU racTpocTOMUM B NaSIMATUBHOM
neanaTpum

M.B. lNaBuyk, B.W. Open, I'.0. baratypus, 0.B. Jiucosckui, M.[L. MpyaHuKoBa,
A.B. Kocynuh, A.l'. Bacuneesa

CaHkT-leTepbyprckuii rocyAapcTBEHHbINA NeauaTpUYEcKUn MeaULMHCKIIA YHuBepcuTeT, CaHkT-leTepbypr, Poccus

AHHOTALNA

OcHoBHas npobnemMa 06y4eHUs LETCKUX XMPYProB M 3HAOCKOMUCTOB METOAMKE BbIMOMHEHUS MyHKUMOHHOW racTpocTOMMM
CBSI3aHa C OTHOCUTENbHO PeAKUM NpUMEHEHUEM 3TOM OMepaLuu y AeTeld, YTO B CBOK O4Yepedb 00YCNOBNAMBAET OTCYTCTBUE
MOCTOSIHHOW KIIMHUYECKOW NPaKTUKW Y CMELMAnCTOoB, B TO BPEMSA KaK YpeCKOXHas HA0CKonuueckas ractpoctomus (H3r)
CUMTAETCA ONTUMasbHBIM METOLOM KOPpeKUMn aucdarum B nanamatueHoi negmatpuu. MpenniaraeM HoBbld MeTof, 06ydeHus
creumanncToB BbinonHeHuio Y3y aeTeit. B ycnoBusx akcrepuMeHTanbHOM onepaLyoHHoN NpoBejeHbl onepaLuy Ha Kponu-
Kax mopoAbl LWHHLWKANA Maccom 2,5-3,0 Kr ¢ Mcnonb3oBaHneM 0fHOr0 GpupMeHHoro Habopa ans yctaHoBku Y3l ¢ pasMepoM
TpybKm 15 Fr, KpoMe Toro BbINOMHEHa 0JHa OnepaLys ¢ MOMOLLbI0 MHOTOPa30BbIX MHCTPYMEHTOB M KaTeTepa [leuuepa 24 Fr,
yeTbIpe OnepaLuu ¢ ycTaHoBKoM KaTeTepa [Neuuepa 18 Fr c pa3paboTaHHbIM HaKOHEUHWKOM AJ1S1 MPOBEAEHUS racTPOCTOMM-
yeckom Tpybku. [ina gubporacTtpockonuu MCMonb30BaH MMOKWMIA 3HAOCKON BHELUHUM AMaMeTpPoM 2,8 MM €O CBETOAMOLHBIM
0CBeLLeHNEM 1 MHTErpupoBaHHOI CUCTEMOI BU3yanu3auuy. B npovecce MHOrOKpaTHOr0 NOBTOPEHUS 0TPaboTaHbl U U3y4eHbl
BCe 3Tanbl onepauyu. Mpy HanoxeHun Y3l ¢ noMoLLblo 0fHOPa30Boro GUpMeHHOro Habopa 1 ¢ NoMoLLbko KaTteTepa llewuepa
CO CreumanbHOW Haca[Kol CyLLeCTBEHHOW pasHuLbl B TEXHUKE omepaumm He bbino. B npouecce uccnepoBaknsa paspabortana
OpUTMHaNbHas HapyXHas NPUXKUMHasA NNacTUHKA Ans GUKcaLmMM racTpoCcTOMUYECKON TPYOKK, KoTopas YCreLlHo NpUMeHeHa
ona Katetepos [leuuepa 18 Fr. Pa3aMepbl KponmkoB No3BonsOT UCMOb30BaTh UX Ans 0byyeHus Bcex atanos Y3l B neamatpum.
OTHoCMTENbHAs peaKoCTb CryyaeB, KOrfa HeobXOAMMO HanoMWTb racTpocToMy 00fbHOMY pebeHKy, 3aTpyAHseT obyde-
Hue cneumanuctoB Y3l TeopeTuueckoe obyyeHne He NO3BOASET MONYUYUTb MaHyanbHble HaBbIKW BbIMOMHEHUS OMepaLyu.
MHoroKkpaTHble onepaLuy Ha KMBOTHbIX MO3BOJIAIT U3Y4MTh BCE ee 3Tanbl, IPOBECTM paboTy Mo yayuLLeHU0 TEXHUKM onepa-
LnM 1 paspaboTaTb HoBble ycTpoiicTBa U npucnocobnenuns. Co3aaHHas HapyKHas NPUKUMHAA NNACTUHKA UMEET KOHCTPYK-
LIMOHHBIE MPEUMYLLECTBA MO CPABHEHMIO CO LUTATHBIMU UPMEHHBIMK MpucniocobnenHnaMn n byneT BocTpeboBaHa B KIIMHM-
UECKOM MpaKTUKe.

KnioueBble cnoBa: racTpocTomuA; ,U,VICCIJ&FVIH; YpPeCKOXHaA 3HAO0CKOoNM4eCKaa raCTpocToMua; nananatuBHaa neanaTpua.
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Testing a new method for training medical
doctors in percutaneous endoscopic gastrostomy
in palliative pediatrics
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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.
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OPYTVHATIBHBIE CTATBN

YpecKoxHas 3HAocKonuyeckas ractpoctoMus (H3I) pas-
paboTaHa aeTckuM xupyproMm M.W. Gauderer n 3Hgockonu-
ctoM J.L. Ponsky [8]. C MoMeHTa nepBoro npoBefeHus 3Toil
onepaumn B 1979 r. KOAWMYeCTBO BbLIMOSHEHHbLIX MO 3TOW
METOJMKe racTPOCTOM MOCTOSIHHO yBenuuuBaetca [4, 7).
B HacToswee Bpemsa Y3l cumtaetcs onTuManbHbIM MeTo-
L,0M KOppeKuun ancoarum B NaninaTMBHON NeguaTpum npu
HanM4UM NPOXOAUMOCTU BEPXHUX OTAESI0B MULLEBApUTENb-
HOr0 TpaKTa, 4YTO 06YC/MOBNEHO MeHbLUEe TpaBMaTUYHO-
CTbIO M [JINTENIbHOCTBI0 OMepaLyu No CpaBHEHMI0 C Tpaay-
LMOHHBIMM Ccrocobamm racTpocToMuu Yepes nanapoToMuio
(2, 6,91

06yyeHne 3HOOCKOMUCTOB UM [ETCKUX XMPYProB Haso-
*eHuio Y3l y feTen B KIMHUYECKON NpaKTUKe 3aTpyAHEHO
13-3a OTHOCUTESTbHO HEBOJBLLIOMO KONIMYECTBA CTy4aeB, Kor-
na pebeHky HeobxoamMa ractpoctoMa. lMo gaHHbIM CaHKT-
MeTepbyprckoro TepputopuanbHoro doHpa obs3atenbHo-
ro MeaMumHckoro ctpaxosaHus (OMC) B nepuop, ¢ sAHBaps
2015 r. no Hos6pb 2020 r. K onnate B cucteMe OMC BbicTaB-
nexbl Bcero 108 cnyyaes Hanoxenus Y3l nauueHTam B BO3-
pacte fo 18 net, n3 Hux 57 cnyyaes y naumeHToB Ao 4 net
1, 3, 51.

CyLLeCTBYIOT UCKYCCTBEHHbIE CUMYNATOPbI ANs 0TPabOTKY
MaHyanbHbIX HaBbIKOB BbinonHeHus Y3l [7], Ho cuHTeTUYe-
CKMe MaTepuasibl MaHEKEHa He MOryT B MOJSIHOM Mepe COoO0T-
BETCTBOBATb JKMBbIM TKaHSAM NaLyeHTa.

Mo3TtoMy Ha Kadeape 0bLLen Me AMLIMHCKON NPaKTUKM CO-
BMECTHO C Kadeapoii onepaTUBHON XMpypruM u Tonorpadu-
yecKoit aHatoMuu uM. npod. @.W. Banbkepa B paMKkax pabo-
Thl 3KCNEPUMEHTaNbHON NnabopaTopum pelleHo paspaboTatb
1 onpoboBatb Y3l Ha KponMKax, NOCKOSbKY pa3mepbl U Npo-
MOPLMM KPOJIMKOB, a TaKXKe CTPOEHMWE WX XenyaKa Hambonee
6nmM3Kku K napameTpam feTeil.

Wcnonb3oBaHue MMNOPTHLIX 04HOPa30BbIX HabopoB s
Y3l 3HauuTenbHO noBbiwaeT cebecTouMocTb 06yyeHns,

Puc. 1. /MnopTHbIN 0AHOpPa30Bbld Habop AN YCTAHOBKYW upe-
CKOXKHOM 3H0CKOMMYECKOI racTpOCTOMUM C pasMepoM TpybKu
15 Fr

Fig. 1. Imported disposable percutaneous endoscopic gastros-
tomy insertion kit with tube size 15 Fr
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no3ToMy LienecoobpasHo NpUMEHeHWe aHanoroB Heobxoam-
MbIX PacXxoAHbIX MaTepuanos. HanpuMep, BO3MOXHO UCMOfb-
30BaHWe MHOropa3oBbIX MHCTPYMEHTOB W KaTeTepoB [leuuepa
CO creuuanbHo HacaKoM, KOTOpbIE MOTYT 3aMeHUTb OfHO-
pasoBble Habopbl ans Y3l 1 yMeHbLMTL cebecToMMOoCTb CU-
MyNALMOHHOT0 06yyeHms [3].

Y3I BbINONHANM B YCNOBMAX 3KCNEPUMEHTANbHOM onepa-
LMOHHOM Ha KPOJIMKax NOpoAbl LWMHLWIMANG Maccoid 2,5—3,0 Kr.
WccnepoBanne opno06peHo NOKanbHbIM 3TUHECKUM KO-
muteToM CIM6ITIMY. Bce MaHunynsauuu npoBOAMAKCH
B CTPOrOM COOTBETCTBMM C MOJIOXEHUAMU «EBponelickon
KOHBEHLMM 0 3aluuTe MO3BOHOYHBIX MMBOTHBIX, MCMOMb-
3yeMbIX A5 3KCNEPUMEHTOB MW B UHBIX HAYYHbIX LIENSX»
(Ctpacoypr, 1986).

Mcnonb3oBanu OAMH MMMOPTHbIA OJHOPA30BbIA Ha-
bop ans yctaHosku Y3l ¢ pasmepoM Tpybku 15 Fr (puc. 1).
KpoMe Toro, BhinonHeHa opHa onepaums Y3l ¢ nomo-
b0 MHOrOpPasoBbIX MHCTPYMEHTOB M KateTepa [leuuepa
24 Fr v YeTblpe onepauuu ¢ YCTaHOBKOW KaTeTepa [leuue-
pa 18 Fr c pa3paboTaHHbIM HaKOHEUHWKOM 1Sl NpoBefe-
HMA racTpocToMuyeckon Tpybku (nateHT RU N2 2669483C1)
(puc. 2).

[inga BbinonHeHNs GpubporacTpoCKoNUM UCNONIb30BaH rvb-
KW 3HO,0CKON BHELUHUM AMaMeTpoM 2,8 MM CO CBETOLAMOL -
HbIM OCBELLEHWNEM 1 MHTErPUPOBAHHOW CUCTEMOI BU3yann3a-
umm (LithoVue, Boston Scientific, CLLA).

Kponukn He nonyyanu muwy 3a 8 4 go onepaumu.
BmeLuaTtenscTBO NpOBOAMAM MOJ, 3HLOTPaxeasbHbIM CeBO-
(ntopaHoBLIM HapKO30M. 1o, HapKO30M YCTaHaB/IMBaNM 30HS,
B XKENY[0K, 3BaKyupoBaiu cofepxumoe. BeinonHanace ¢u-
BporacTpocKonus, ¢ NoMoLLbi AnadaHOCKOMWM Ha NepeaHeil
OpIOLLHOIA CTEeHKe BbIBWpany TOUKYy Ans racTpocToMuu, Ans
MHQUNBLTPALMOHHOW aHecTe3nn ucnonb3oBamm 2 % pacTeop
nupoKauHa B fo3e 1,0 MA 1 OCyLLECTBASAM NYHKLMIO Nepe-
Hel BpIOLLHOM CTEHKM U CTEHKM enygKa. llof KoHTponeM

Puc. 2. Karetep [leuuepa c pa3paboTaHHbIM HaKOHEYHM-
KOM [ NpoBefeHWsi racTpocToMuyecko Tpybku (nateHT 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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3H[OCKOMUM yYepe3 MPOCBET UMbl B MPOCBET JKeNyaKa
BBOAMNM NPOBOAHUK (puc. 3), KOTOpbIA 3axBaTbiBanu Ou-
OMCUMHBIMX LUMNLAMU W BLITAMMBaNM Yepe3 PoT HapyKy.
K npoBogHMKYy (UKCcMpoBanM racTpocTOMMUYecKyw Tpy6-
Ky W MpOTArMBanM 3a NMPOBOLHWUK Yepe3 poT, MULLEBOL,
nepesHIO CTEHKY JKemnyaKa W NepefHioln OpIoLLHY0 CTeH-
Ky L0 ynopa BHYTPEHHE# MPUMXWUMHOM MNAacTUHKM TPYyOKu
(puc. 4).

3aTeM HaKOHeYHWK Ha TpybKe 0Tpe3ani U ycTaHaBIMBaIM
HapYKHYI0 MPUXUMHYI0 NAacTuHy. [Tocne 3Toro BeINOMHANACh
(ubporacTpockonus oS KOHTPONIA PacrnoioXeHUs racTpo-
CTOMMYECKOMN TPYOKM C BHYTPEHHEW NPUKMUMHOM MIACTUHKOM
(puc. 5). [anee ycTaHaBnMBanM BHeLUHWe npucnocobne-
HMSL — 3aXKMM U1 NPoOKy (puc. 6, 7).

Ha Kponuka HapeBamu cneuuanbHblii BaHpax, npo-
By panu n Bo3spalLanu B BuBapui. lutaHue npoBoaunoch

Puc. 3. BeesieHne npoBoJHMKa Yepe3 NPOCBET Urbl
B MOJIOCTb XeNyKa Nof KOHTPOJIEM racTpoCcKonuu
Fig. 3. The introduction of a guide through the lu-
men of the needle into the stomach cavity under the
control of gastroscopy

Vol 14(4)2023
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€CTECTBEHHbIM MYTEM, Yepes racTpocToMy 3 pasa B [leHb BBO-
avnu sopy. lNepBbii KposMK, KOTopoMy BbinonHeHa Y3l dup-
MeHHbIM Habopom 15 Fr, ymMep B nepBble cyTku nocne onepa-
uwu. MNpy naTonoroaHaToOMMYECKOM MCCNeL0BaHUM BbISIBIIEHO
PacxXoXeHue CTEHKY KeyiKa U nepeaHei bptoLLHOM CTEHKY
B 06/1aCTW racTpOCTOMbI, HO SIBJIEHWUIA MEPUTOHUTA He Bbino.
Bropomy Kponuky HanoxeHa Y3l ¢ ucnonb3oBaHWEM B Ka-
4ecTBe racTpoCTOMUYecKoin TpybKm KateTepa [Neuuepa 24 Fr
CO creuumanbHon HacapKoi. [lnameTp KateTepa obycnosneH
pasMepamMy MMeBLUEHCA MeTa/IMYeCcKON HacafKu AJIMHOM
5,0 cM, MaKcuManbHbI BHelwHWiA anameTp 0,8 cM. Bo Bpems
onepauun BbiSIBIEH pa3pbiB MULLEBOAA, KPONMK bbin Bbi-
BeAeH M3 aKcnepuMeHTa. OcTanbHbIM YeTbIPEM KpOiMKaMu
Y3l BLINOAHANM C MOMOLLBI0 MHOrOPa30BbIX MHCTPYMEHTOB
n Katetepa [leuuepa 18 Fr. Ha 3D-npuHTepe u3rotoBne-
Hbl HacafKku AN NpOBefeHUs racTPOCTOMUYECKOM TPpYybKM

S o )

Puc. 4. BuiTarvaHue ractpoctoMuyeckoi Tpyokm (katetep Meuuepa)
[0 ynopa BHyTPeHHe NPUXKMMHOMN NAACTUHKW NOJ KOHTPOSIEM racTpo-
CKonun

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

Puc. 5. 3HO0CKONMYECKMIN KOHTPOSb CTO-
SIHUS BHYTPEHHEW MPWXUMHOWM NAACTUHKM
(pupMeHHas racTpocToMMyeckas TpybKa
15 Fr)

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

HUMW YTPOMCTBaMM
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Puc. 6. QOupMeHHas ractpocTomMuyeckas Puc. 7. YpeckoxHas 3HAOCKOMMYECKas
Tpybka (15 Fr) ¢ ycTaHOBNEHHbIMM BHeLL- racTpocToMus, KaTtetep [leuuepa ¢ BHeL-

HAMW MpUCnocobneHnsiMu 0T GUPMEHHBIX

Fig. 6. Branded gastrostomy tube (15 Fr) HabopoB
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 MaKCUMaJbHbIM BHELLHUM AWMAMETPOM 6 MM 1 [UTHHO 4,0 cM.
BmecTo cTanbHoro Tpocuka Mcnonb3oBaHa MOHO(GUIAMEHT-
Has nonmnponuieHoBas HUTb. B ogHOM cnyyae Ha 4-e cyTku
rnocne onepauuy BbISIBIEHO HarHOEHWe racTPOCTOMUYECKO
paHbl, KOTOPOE pPerpeccupoBano Ha OHe MECTHOTO JIEYeHHS.
Kponuk 6bin BbiBeAeH U3 IKCMEPUMEHTa Ha 16-e CyTKM no-
cne onepauuu. [pn NaTono0roaHaToMUYECKOM UCCIEJ0BaHUN
racTpocTOMa COCTOATESIbHA, BHYTPUOPHOLLHBIX OC/IOXHEHMI
HeT. B AByx ciyyasx Kponmku normbnm Ha 7-e u 8-e cyTku
nocne onepauuu OT acnMpPaLMOHHOW MHEBMOHMM, racTpo-
CTOMbI COCTOSTENbHbI, BHYTPUOPIOLLHBIX OCIOXHEHUIA HET.
B omHoM cnyyae kponvk norub Ha 4-e cyTku mocne onepa-
LMW OT KULIEYHON MH EKLMK. Tpu naTonoroaHaToMU4eCKOM
UCCNe0BaHUM racTpoCTOMa COCTOATESbHA, BHYTPUOPHOLLHbIX
OCIOXHEHUI HeT.

B npouecce MHorokpatHoro noBTOpeHWsi 0TpaboTaHbl
1 u3yyeHbl BCe 3Tanbl onepaumu. Mpu Hanoxenun Y3l ¢ no-
MOLLIbI0 O[IHOPa30BOr0 (MPMEHHOro Habopa U C MOMOLLbH
KateTepa [leuuepa co cneumanbHO HacaAKoM CyLLeCTBEHHOV
pa3HULbI B TEXHUKE Omepaumm He 3admKcupoBaHo. GupMeH-
Hble racTpOCTOMMYECKME TPYOKM MMenu LUTaTHble A0Mnon-
HUTENbHbIE YCTPOMCTBA (HapyXHas NpUMWMHas8 NNacTUH-
Ka, KpblLUKa-KOHHEKTOP), KOTOpble MOXHO YCTaHaBIMBaTh
1 Ha KaTeTep [leLiepa COOTBETCTBYIOLLErO pa3Mepa.

B npouecce uccnepnoBaHus paspaboTaHa opurHanbHas
HapyXHas MPUKUMHaA NnacTWHKa A GuUKcaumu ractpo-
cToMuyeckon Tpybku (mateHt RU Ne 2759574 C1), Koto-
pas ycnewHo npuMeHeHa anis KatetepoB [leuuepa 18 Fr
(puc. 8).

MpocTas KOHCTpyKumMs 0bycnoBnmBaeT Manyto cebectou-
MOCTb 1 MO3BONSET MCMONb30BaTh €€ C racTPOCTOMUYECKHU-
MU TpybBKamu pasnuuHoro auametpa. [poToTMn U3roToBnEH
U3 CUIMKOHA, Pa3peLleHHOro AJia NpUMEHEHWS B MULLEBOI
MPOMBILLIEHHOCTW.

CoobuueHuii 06 onbiTe HanoxeHus Y3l y KpoIMKOB B IUTe-
paType He HaiifieHo. Pa3aMepbl KDOJIMKOB NO3BONSKT UCMONB30-
BaTb WX Ans 0byyeHmsa BceM atanam Y3l B neguatpum. OaHako
0COBEHHOCTM WX NOBEJEHNS U NUTAHWUA He NO3BONISIOT NOJHO-
CTbI0 OYMCTUTL JKENYAOK Mepes onepaument. Mostomy Bu3ya-
NM3aLMa 3HA0CKONMYECKOro 3Tana 3aTpyaHeHa. Kpome Toro,
BO3MOKHO MOCTYMEHWE MULLEBBIX Macc Yepe3 NyHKLUMOHHOe
0TBEPCTUE B CTEHKE JKeNyaKa. 370 NPMBESIO K HAarHOEHUH0 MAr-
KX TKaHel BOKPYr racTpoCcTOMbI B OHOM CJTyyae.

MpUMeHATbL B Ka4ecTBE raCTPOCTOMMYECKON TPYbKM Y pe-
anbHbIX NauueHToB KateTep Meuuepa Henb3sa. Ho ucnonb3o-
BaHMe HapsAgy ¢ GupMeHHbIM HabopoM ang yctaHoBku Y3l
MHOropasoBbIX MHCTPYMEHTOB M KateTepa [leuuepa co cne-
UManbHbIM HAKOHEYHUKOM MO3BONSET 3HAUUTENBHO YMEHb-
LWNTb cebecTonMocTb 0byyeHus.

3AKJIKYEHUE

CuMynsaumsa BbinofiHeHMs Bcex 3tanoB Y3l Ha Kponmkax
aKTyanbHa Ans 0by4eHWs 3HAOCKOMUCTOB W LETCKUX XUPYp-
roB.
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Yy S
Puc. 8. YpeckoxHas 3HAOCKONMYECKas racTpoCTOMMS, KaTeTep
Meuuepa 18 Fr ¢ paspaboTaHHoI HapyKHO NPYXXMMHOMN NTACTUHKON
(nateHT RU Ne 2759574 C1)

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

MHoroKpaTHoe BbINoSIHEHMe onepaLmm Ha XMBOTHBIX M0-
3BOJISIET U3y4MTb BCe ee 3Tarbl, NPOBOAUTL paboTy no ynyy-
LUeHMEe TEXHWKU orepauun u pa3paboTKe HOBbIX YCTPOWCTB
¥ NpyUcrocobneHni.

Pa3spaboTaHHas HapywHas MNpUMUMHas MnacTUHKa
(natent RU N2 2759574 C1) MMeeT KOHCTPYKLMOHHbIE npe-
MMYLLLECTBA MO CPaBHEHMIO CO LUTATHbIMU (UPMEHHBIMY
npucnocobnennaMn 1 byaet BocTpeboBaHa B KIMHWUYECKON
MPaKTUKe NOC/e 3aBEepLLUEHUS UCTIBITaHWI U cepTUdUKaLMK.

A0NOJIHATENIbHAS UHOOPMALIUA

Bknap, aBTOpOB. Bce aBTOpbI BHEC/M CYLLECTBEHHDIV BKI1af, B pas-
paboTKy KOHLeNUWM, NPOBEAEHNE UCCIEL0BAHUA M MOAFOTOBKY CTa-
Tbi, NPOYM U 0fobpunu GuHanbHylo Bepcuio nepen, NybavKaLmen.

KoHdnuKkT unTepecoB. ABTopbl AeKapupyloT OTCYTCTBUE §iB-
HbIX W MOTEHLMANbHBIX KOH(DIMKTOB MHTEPECOB, CBA3AHHBIX C My-
BnvKaumeli HacTosLLel CTaTby.

UcTounuk mHaHcupoBaHus. ABTopbl 3asBASIOT 06 OTCYTCTBUM
BHELLHero GuUHaHCMpOBaHWUA Mpy NPOBeLEHUN UCCIIEA0BaHMS.

3mueckuii koMuter. [poToKoN MccneoBaHWs bbin 006peH o-
KanbHbIM 3T4eckuM KomuteToM OIBOY BO «CaHkT-Tetepbyprekuin
rOCYAapCTBEHHBIA NeAMaTPUYECKUA MeLULMHCKUIA YHUBEPCUTET»
Mun3sppasa Poccum (npoTokon Ne 9/12 ot 11.09.2017).
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AnexTpo3Huedanorpaguyeckue Koppenatbl
natepanbHOU AMCNOKaLMK NPU OCTPOM LepebpanbHOM
He0CTaTO4YHOCTH

E.A. Actaxosa ', T.B. Anexcanaposa ', M.B. Anekcauppos % °

! CaHKT-leTepbyprcuii HaydHo-MCCTe[0BATENLCKUIA MHCTUTYT UM. .U, IxaHenmase, Cankt-Metepbypr, Poccus;
2 BoeHHo-MeaMUMHCKas aKanemus uM. C.M. Kuposa, Cankr-Metepbypr, Poccus;
% HaumoHanbHbIl MeaMLMHCKWIA UcCnefloBaTeNbCKiA LieHTp M. B.A. AnMasosa, CankT-Tletepbypr, Poccus

AHHOTALNA

AkTtyanbHocTb. [IMCNOKaUMOHHBIA CUHPOM XapaKTepU3YeTCs CMELLEHWNEM CPEeAMHHbIX CTPYKTYp Mo3ra W sBNseTcs cref-
CTBMEM MPOrpeccupyroLLEro YBENMYEHUS BHYTpUYEpPenHoro obbeMa npu cocyaucTbix KaTtacTpodax, 4epenHo-MO3roBoid
TpaBMe, HOBOODpa3oBaHusX. JlaTepanbHas AUCNOKALMS CPEAUHHBIX CTPYKTYP MPUBOAMT K UX rpyboi AucYHKUMM, @ TaKxe
K CLABJIEHUI0 KOPKOBbIX OTAENO0B, YTO 00YCNOBNMBAET HapyLIEHUS MEXaHU3MOB reHepaumn B103NeKTPUYECKON aKTUBHOCTH.
Mpu ocTpol LepebpanbHoi HEJOCTAaTOYHOCTU B YCNOBUSX CIIOMHOCTU KJIMHUYECKOW CUMMTOMATUKM aHann3 U3MeHeHuii buo-
3MIEKTPUYECKON aKTUBHOCTU FOJIOBHOMO MO3ra CTAHOBMUTCS BaXKHOM YacTbio AWMArHOCTUKM U MPOTHO3a TEYEHUS| KPUTUYECKOTO
COCTOSIHMS.

Llenb — paTb xapaKTepuCTUKY NaTTepHOB 3/eKTPO3HLedanorpaMMel, perucTpupyeMblX Y NaLMeHToB C NiaTepanbHOM Auc-
IOKaLMeli B OCTPOM MepUoLe YepenHo-M03roBoM TPaBMbl U FTeMOPParM4ecKoro MHCybTa.

Matepuanel u Metoapl. OcHOBY paboTbl COCTaBUN aHaNM3 aMMIMTYAHO-YacTOTHBIX NapaMeTPoB 31EKTPO3HLEedanorpaMMl,
3aperucTpupoBaHHbIX Y 74 naumeHToB (52 MyXUMH, 22 XeHLUMHbI, CpefHuii Bo3pacT 53,3 + 12,5 ropa), npoxoamBLumMX fe-
yeHue B CaHKT-lleTepbyprcKoM Hay4HO-MCCe0BaTEIbCKOM MHCTUTYTE CKOpoM noMowwm uM. U. . [hxanenng3se. MNpuunHoii
OCTPOM LiepebpanbHOM He[0CTaTOMHOCTH B 42 cnydasx Bbina YepenHo-mMo3roBas TpaBMa, B 32 — WMHCY/bLT N0 reMopparunye-
ckoMy Tuny. Kputepum BrntoueHus: 1) natepanbHas aucnokaums 6onee 4 MM no pesynbTataM KOMMbIOTEPHON TOMOrpaduy;
2) YypoBEHb CO3HAHMA «KOMa 1» UM «KoMa 2»; 3) UCXOA 3aboneBaHWs onpesensncs B CPOK A0 23 CYT C MOMEHTA TPaBMbl
MAM MHCYNbTa. BnaronpuaTHBIM MCXOAOM 3aKoHUMAKMCL 24 HabnogeHus.

Pe3ynbTathl. Y Bcex nauueHToB no pesynbTaTaM KOMMbIOTEPHOW TOMorpaduu BbISIBNEHO NaTepanbHOe CMELLEHUe CTPYKTYp
Mo3ra (Me 9 [6; 16] MM), HO ©€3 NpU3HAKOB MX CAABNEHUS UMK YLLEMIeHUs. PerncTpupyemble BapuaHTbl 3NeKTpo3HLeda-
norpacui 6binn pasaeneHbl Ha TpU rpynnbl: 1) o4aroble U AUdY3HbIe HapyLLieHUs 6e3 NpU3HaKOB YCTONYMBOM INMIENTMH-
(OPMHOIA aKTUBHOCTM BbICOKOr0 MHAEKCA, 30 %; 2) LOMUHMPOBAHMWE BbIPAKEHHbIX SMMAENTUPOPMHBIX HAPYLUIEHWIA, BXOLALLMX
B CMHAPOMOJIOTMYECKY0 CTPYKTYpY beccynopoxHoro anunentuyeckoro cratyca, 59 %; 3) «buoanekTpuyeckoe MoyaHue»
Mo3ra, 11 %. MatTepH LepebpanbHOI MHAKTUBALMW PervcTpUpPOBaCS NpYU MakcMManbHOM CTeneHun auciokaumu. lpu bnaro-
NPUATHOM UCXOLe OCTPOW LiepebpanbHOil HEAOCTAaTOYHOCTU MEXAY TSKECTbIo HapyLeHuid Ha 33 1 cTeneHblo AUCOKaLmMm
KOPpensLMOHHas CBA3b NPaKTUYECKU 0TCyTcTBOBaNa. Mpy HebnaronpuaTHbIX MCX0AaxX AUCIOKALMOHHbIN CUHAPOM Obln daK-
TOPOM, KOTOpbIA Onpeaensn TsKecTb HapylueHuid Ha 33T (r = 0,36). AHanu3 pacnpeaeneHns 6naronpuUaATHbIX U Hebnaronpu-
ATHBIX UCX0[,0B TeUeHUs LiepebpanbHON HeloCTaTOYHOCTH MoKasal, Yo hopMupoBaHue BeccyfopoKHOro 3NMIenTMYecKoro
cTaTyca He ABNIAETCA OfJHO3HAaYHbIM NPeaMKTOpoM HebnaronpuaTHoro ucxoaa (x2 = 0,589, p = 0,44).

BeiBogpl. TakuM 06pa3oM, b1o3NeKTpMYecKas aKTMBHOCTb FOIOBHOMO MO3ra, perucTpupyeMas y nalMeHToB € OCTPON Liepe-
BpanbHOM He0CTaTOYHOCTLIO, OCIOXHEHHOW NaTepanbHON AMUCIOKaLMeNn, OTpaxaeT Kak o06LLeM0o3roBble, TaK U 04aroBble
n3meHeHms. Y 60 % naumeHToB c naTepanbHON AMCNOKaLMEN CPeAUHHBIX CTPYKTYP Mo3ra Ha 3/eKTpo3HLedanorpaMme dop-
MWPYIOTCA NaTTEPHbI, COOTBETCTBYIOLLME 3EKTPOrpaduUyecKoit KapTUHe Deccya0poXKHOr0 3NUENTUYECKOrO CTaTyca.

KniwoueBble cnoBa: KaMHW4YecKast HEﬁp0¢M3M0ﬂ0FMH; 3neKTp03Hue¢anorpa¢Mﬂ; Kputndyeckne COCTOAHUA; 0CTpaAd
uepe6paanaﬂ HeAO0CTaTOYHOCTb; ANCNOoKaLmMa Mo3ra; YepenHo-mMo3roeas TpaBma; UHCYIbT.
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Electroencephalographic correlates of lateral
dislocation in acute cerebral insufficiency
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! Dzhanelidze Research Institute of Emergency Medicine, Saint Petersburg, Russia;
2 Kirov Military Medical Academy, Saint Petersburg, Russia;
3 Almazov National Medical Research Centre, Saint Petersburg, Russia

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
(x2 = 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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AKTYAJIbHOCTb

JNatepanbHas gucnokauus npepgctasnset coboi cMme-
LLEHWe CPeAMHHBIX CTPYKTYpP M03ra OTHOCWTENIbHO KOCTHbIX
obpa3oBaHuii M 0bpa3oBaHKiA TBEPAOA MO3roBOM 00010YKM
B pe3ynbTaTe YBeNIMYEHUS BHYTpuYepenHoro obbema [4, 11].
MocKonbKy KocTu Yepena GopMUPYHOT HEpPaCTAKMMOE 3aM-
KHYTOE MpOCTPAHCTBO, AMC/IOKALMA MO3ra HeM3bexHo BO3-
HWKaeT Npy HeycTpaHeHHOM NMPOAOCIIKAIOLLEMCS YBEMUEHUN
BHyTpWuepenHoro obbema, HanpuMmep, Npy BHYTPUYEpPEmHbIX
reMaToMax B pesynibTaTe YepenHo-Mo3roBoi Tpaembl (HMT)
UNK cocyamcTbIx Katactpodax [3, 9, 10].

CornacHo AOMUHMpYIOLLLEN B COBPEMEHHON HeMpodu3mno-
JIOTMW TanaMUYecKoi Teopuu, xapakTtep cymmapHon 330
OnpesenseTcs aKTUBHOCTLIO TanaMo-KOPTUKaNbHOM cucTe-
Mbl, KOTOpasi, B CBOK 0uepefb, HaXOAMTCS MOA MOAYNN-
PYIOLLMM BIIMSIHWUEM CUCTEMbI CPEAMHHBIX CTPYKTYp Mo3ra
[1,5, 6, 15]. MNpu natepanbHOi AMCNOKALMM BO3HUKAET rpy-
bas anchyHKUMA CpeMHHBIX CTPYKTYp B pe3ynbTate X cMe-
LLEHMS, BO3HUKAET KOMMPECCUS Pa3fMYHbIX OTLENO0B KOpbI,
HapyLUAloTCA BHYTPULIEHTPasbHbIe B3aMOOTHOLLEHUS, YTO
HeM30eXHO MPUBOIUT K CyLLECTBEHHOMY WU3MEHEHUIO Npo-
LLeCCOB reHepaLun B103NEKTPUYECKON aKTUBHOCTM OJI0BHO-
ro mMosra [2, 7, 8]. Y naumeHTOB B KPUTUYECKOM COCTOSIHUM
B YCNOBMSAX OTHOCWUTENBHOW OJHOTMMHOCTU OBBEKTUBHOM
K/IMHWYECKOW CUMMTOMATMKW BO3PAacTaeT 3HaueHue Hempo-
(usmnonornyeckux MeTogoB uccnefoBanus coctosHua LHC.
B aT0l CBA3M NpeCcTaBNAETCA aKTyaNlbHbIM BbINOJHEHME pa-
0TI, HanpaBneHHOW Ha WM3y4eHWe MeXaHU3MOB, NeXallux
B OCHOBE M3MeHeHWiA npoLecco reHepauun 330 npu nare-
panbHO AMCIOKaLMM Y NALMEHTOB C OCTPOW LiepebpanbHoii
He0CTaTO4YHOCTbHO.

Llenie — patb xapaKTepucTuky nattepHoB 33[, peructpu-
PpYyeMbIX y NaLMEHTOB C JlaTepanbHOM AMUCOKaLmMen B OCTPOM
nepuofe YepenHo-MO3roBoi TPaBMbl U reMopparkyecKoro
WHCYNbTa.

MATEPWUAJIbI U METObI

Pabora BbinonHeHa B xofe obcnefoBaHUs W NeyeHus
B CM6HUWM cropoii nomowm um. U.U. xkaHermase 74 na-
UMeHTOB (52 MyXuMH, 22 JKEHLUMHbI, CPedHWA Bo3pacT
53,3 £ 12,5 ropa). MpuumHoii ocTpoit LepebpanbHOM Hepo-
CTaTOYHOCTU B 42 cryyasx bbln AMarHoCTMpoBaH yLuub ronos-
HOro Mo3ra TAXKeNol CTeNeHW B pesynibTaTe TpaBMbl, B 32 —
0CTPOE HapyLUeHWe M0o3roBoro kposoobpatueHus (OHMK) no
remMopparuyeckoMy TUMy KaK OCNTOXHEHUE TMMNepTOHUYECKOI
(21 yenoBek) 1 aHeBpuaMaTMyeckon (11 yenoBek) bonesHu.
Mo nokanusauuv OHMK paspensnuch Ha 06LLIMpHBIE BHYTPK-
MO3roBble, N0A000/104eYHbIe, BEHTPUKYNAPHbIE U CMELLIaH-
Hble. 06beM KpoBouanmsanua coctasnsn ot 30 go 130 mn.
BrnaronpuaTHbIM UCXOLOM C BbIXOAOM Ha AICHOE CO3HaHWe
3aKoHumnmcb 16 cnyyaes UMT n 8 — OHMK.

Bcem naumeHTaM mpoBoaunach KOMMbOTEpPHas TOMO-
rpadus (KT) B cpok oT 1 go 12 cyT ¢ MOMeHTa TpaBMbl MK
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HapyLUeH1s MO3roBoro KpoBoobpalteHus. MauueHToB BKO-
Yanu B UCCNeA0BaHNEe Ha 0CHOBaHWM CNeLyIoLLMX KpUTEpHEB:
1) HanMume natepanbHOM AMCNOKaumm bonee 4 MM no pe-
3ynbtataM KT; 2) yrHeTeHWe co3HaHWA [0 YPOBHS KOMbl 1 1 2
Ha MoMeHT perucTpauum 33M; 3) naumeHTbl C onpeaenmnB-
LUMMCSA UCXOJ0M [0 23 CYT C MOMEHTa TPaBMbl UM MHCYIbTA
(Mcxopa U3 NpeAcTaBneHMi 0 MexaHU3Max TaHaToreHesa Ha
pasHbIX CpoKax LepebpanbHoi HepocTaTouHocTh). B uccne-
[0BaH1e He BXOAWUNW NaumeHTbl: 1) ¢ ABHBIMU KITMHUYECKUMM
MPU3HaKaMM BKIIMHEHUS U YLLEMIIEHUS MO3TOBbIX CTPYKTYP;
2) ¢ 06LUMPHBIMK 0YaramMu AeCTPyKUMM Mo3ra; 3) ¢ coTpsice-
HWeM Mo3ra; 4) cTapuue 70 net (ang MUHUMU3ALMU BIUSIHUS
(akTopa koMopbuaHoii natonorum LIHC).

Peructpauma 33 BeinonHanach BceM 60MbHBIM B Teye-
HuM cyTok nocne KT. Pernctpauus b1o3neKTpuiecKoit akTme-
HOCTM NPOBOAMNACH Ha anmnapaTHO-NPorpaMMHOM KOMIJIEKCE
«Muuap-33r-202-1» (000 «Muuap», Poccus). 3nekTpoabl
pa3MeLLannch B COOTBETCTBUM ¢ cucTeMon «10—-20». Monoca
nponycKaHus: GunbTp BbICOKKX YacToT 0,5 ', GUIbTP HU3KMX
yacrot 70 . lnuTensHocTb peructpaumm He MeHee 30 MuH.
AMNANTYLHO-YaCTOTHbIE XapaKTEPUCTMKM aHanu3upoBa-
NN ¢ MoMoLLb0 nporpaMmHoro obecneyenust Data Studio
(000 «Muuap», Poccusi) B MOHOMONAPHBIX OTBEAEHMSIX C YC-
PeAHEHHBIM B3BELUEHHBIM pedepeHTOM M 6UMonsApHbIX Npo-
LO0/bHbIX 0TBELLEHMSAX.

B ocHoBy BM3yanbHO-nornyeckoro aHanusa 33l nonoxe-
Hbl 00LLENPUHATBIE KPUTEPUM ANNS BbIAENEHUS NATTEPHOB aK-
TMBHOCTM [1, 12, 15]. N303neKTpuyeckoe «MonyaHue» Mo3ra
[MarHocTupoBanock npu gautensHoM (bonee 30 MUH) ycToi-
UMBOM MOAABNEHUM CUTHaNa A0 YPoBHA MeHee 2 MKB v npu
OTCYTCTBUM PeaKTUBHbIX U3MEHEHWN Ha MHTEHCUBHYHO BHELLI-
HIO0 CTUMYNALMIO (3BYK, BCMbILLKKM CBeTa, bonesas cTUMy-
naums). K snunentudopMHoii aKTUBHOCTM OTHOCWIN Cefy-
fowme rpadoanemMeHTbl: Nepuoanyeckue aNUNenTUopMHbIe
pa3paabl; pUTMU3NPOBaHHas fenbTa-akTueHocTb (POA) anu-
TenbHocTblo 6onee 10 ¢; KOMNAEKCHI N0 TUMY «MUK — Mefi-
NeHHas BOJIHa»; BCMbILKM «OCTPbIX» BOJIH YacTOTOM bonee
12 Ty pnutensHocTbio bosee 10 ¢ (KOpOTKME NOTEHLMANBHO
WKTanbHble paspagbl). CuHapoManbHbI AuarHo3 beccyno-
POXHOro anunenTuyeckoro ctaryca (B3CT) ycTaHaBnmBancs
Mpu COYETaHUM ABYX wnu bonee Cnepyowimnx KpUTEpUEB:
1) oTcyTcTBME CO3HAHWUS; 2) OTCYTCTBME Pa3BEPHYTOro Cy-
JOPOXHOro cuHapoMa; 3) permctpaums Ha I3 ycTonumBo-
ro AAMTENBHOrO MaTTepHa 3nunenTUdOPMHONA aKTUBHOCTY;
4) Hanuuue Manbix MOTOpPHbIX 3KBMBANEHTOB; 5) peayKumMs
3NUNenTUhOPMHOI aKTUBHOCTY NPU BHYTPUBEHHOM BBELLEHUM
MpoTMBO3NMAENTUYecKkux cpeacts [12, 13].

Cratuctnyeckas 06paboTKa MonyyeHHbIX pe3ynbTaToB
NMPOBOAMIACH C UCMOMb30BaHUEM NaKeTa NpUKIALHbIX Npo-
rpamm SPSS Statistics 17. [locToBepHOCTb pasfiMymMin pac-
npefenenns B BblbOpKax OLEHMBaNach C NOMOLLbIO KpuTe-
pus cornacus X2 Pasnnuna cumTanuch 4OCTOBEPHBIMM MpU
p < 0,05. [Ing oueHKM conpsxKeHns napaMeTpoB BbINOHACS
KOpPEeNALMOHHbIA aHanu3. [laHHble NpefcTaBneHbl B BULE
Me/inaHbl N MeXKBapTUIbHOro MHTepBana — Me [Q;; Qs].

69



70

ORIGINAL STUDIES

PE3Y/IbTATbI

Ha MoMeHT obcnepoBaHvs y Bcex NauUMEHTOB Kak
¢ OHMK, TaKk 1 ¢ YMT KMHMYecKas KapTuHa LiepebpanbHon
HeJ0CTaTOYHOCTM OMnpefensnacb CUHAPOMOM YrHETEHUS
CO3HaHuA: KoMa 1 bbina AMarHoCTMpOBaHa Yy 93 YenioBeK,
KoMa 2 — y 21. Ha doHe BblpaxeHHbIX 06LLEMO3roBbIX
HapyLleHWi B 65,5 % cnyyaeB onpegensnmcb OTYETIMBLIE
04aroBble CTBOJIOBbIE HAPYLUEHMUS: MaBaloLLMe LBUNKEHUS
rnasHblX A6M0K, yrHeTeHUe KopHeanbHOro pednekca, aHu-
30KOpMA U pacxofsLleecs Kocornasuwe. B cassu ¢ TsxecTblo
COCTOSIHWSA OLiEHKA APYrMX 0YaroBblX M3MEHEHWW He npej-
CTaBJIANAch BO3MOXKHOM.

Y Bcex bonbHbIx No pe3ynbrataM KT BbisiBNeHbI HEMpoOBK-
3yann3aLmnoHHbIe MPU3HAKM N1aTepasibHOro CMELLEHUS CTPYK-
TYp M03ra OTHOCUTESIbHO BHYTPEHHUX KOCTHBIX 06pa3oBaHuil
Yepena v TBepAOK M03roBoi 0060/104KM B pe3yfibTaTe YBeu-
YeHust BHYTpu4epenHoro obbema (Me 9 [6; 16] Mm). Micxoas
W3 KpUTEPUEB BKITIOYEHNS MPU3HAKOB CAABMEHMS U YLLEMIIe-
HWS MO3roBbIX CTPYKTYP He BbISB/EHO.

Peructpupyemas y nauMeHTOB € OCTPON LiepebpanbHom
HeL0CTaTOYHOCTbI0 OMO3NEKTPUYECKas aKTMBHOCTb OT-
paxana KaK 00L1eMO3roBble, TaK W 0YaroBble U3MEHEHMS.
Mo pe3ynbTataM NaTTepPHaNMUCTUYECKOrO U YaCTOTHO-aMMu-
TyaHoro aHanu3a 330 Koropta NauMeHTOB bbina pasgeneHa
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Ha HeCKoJbKO rpynn: 1) oyaroBble  Anddy3Hble HapyLleHUs
6e3 npusHakoB b3CT; 2) LoMMHMPOBaHWE TpybbIX 3numnen-
TUGDOPMHBIX HApYLIEHWIA, COYETAKLLMXCA C KITMHUYECKUMU
npusHakamm b3CT; 3) GuoaneKTprUyecKoe «Mo4aHUe» Mo3ra
(cM. Tabnuuy).

[lona naumeHToB, y KoTopblx Ha 33l peructpupoBa-
NOCb  W303MIEKTPUYECKOE «MOMYaHWe» Mo3ra, CoCTaBuna
11 % oT Bcex HabntoAeHWN (8 NaLMEHTOB), U3 HUX Yy YeTBe-
pbix bbina TpaBMa Mo3ra, yetBepo ¢ OHMK. Obpawano Ha
cebs BHMMaHWe HECOOTBETCTBME MEXAY KpanHe TAMesbM
XapaKTepoM HapyweHuin Ha 331 (nofaBneHne aKTMBHOCTH)
1 00LLen TsKecTblo LepebpanbHoi He0CTaTOYHOCTU: B OT-
HOCMTENbHO paHHMe CPOKM (2—5 CyT) COCTOSHME MaLMEeHTOB
He OLEHMBANOCh TSXKENEee, YEM KOMA 2 COracHO AaHHbIM
HEBPOJIOrMYECKOro ocMoTpa. B noarpynne naumeHToB ¢ u3o-
3NEKTPUYECKUM  «MONYAHWEM» BEJIMYMHA NaTepanbHoi
AvcnoKauum beina Hambonbwen: 13,2 [10; 17] MM. Jletans-
HbIM Ucxod B 7 HabNOAEHUSX HAcTymun B TeyeHUn 6am-
XKaWLKX CYTOK ¢ MoMeHTa peructpauum 33, B 0oHOM —
B TeYeHme 5 cyT.

HenpepbiBHas aktMBHOCTb Ha 33 peructpupoBanach
y 66 6onbHbIX. B 44 (59 %) HabniopeHusx peructpupo-
Bajlacb YCTOMYMBasA faTepann30BaHHas WM TeHepanu-
30BaHHas perynsapHas 3nunentudopMHas aKTUBHOCT.
Mpy oLeHKe KITMHUYECKOW KapTUHBI He PeaKo onpeaensiucy

Ta6nuua. MatTepHbl 3neKTPo3HLehanorpaMMbl, PerucTpupyeMble y NaLMeHTOB C NaTepanbHol AucnoKaumeii (abc.)

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

MatTepH / Patterns

JleTanbHbin ucxog, /
Lethal outcome
(n=50)

BnaronpuaTHbIA ucxoq, /
Favorable outcome
(n=24)

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

OvaroBoe «3aMe[i/IeHMe» aKTUBHOCTW Ha CTOPOHE NopaxeHus /
Focal «slowdown» of activity on the side of the lesion

6 16

+ 3nunenTUdopMHble paspsaabl
Ha CTopoHe nopaehus / + epilepti- 2 8
form discharges on the affected side

Ouarosoe «3ameqieHne» *+ AMNENTUHOPMHbIE Paspsabl

aKTVIBHOCTY Ha CTopoHe Ha KOHTPAIaTepanbHoii cTopoke / 9 9
nopaenus / + epileptiform discharges on the

Focal «slowdown» of
activity on the side of the
lesion

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

contralateral side

+ P[1A Ha KoHTpnaTepanbHoW CTopo-
He / + rhythmic delta activity on the
contralateral side

+ reHepanu3oBaHHas PA /
+ generalized rhythmic delta activity

leHepanu3oBaHHble aNUNeNTUdOPMHbIe paspsaab! /
Generalized epileptiform discharges

KopoTkue noTteHuManbHo MKTanbHble paspsaabl /
Brief potentially ictal rhythmic discharges

BroanekTpuyeckoe «Monyanme» Mo3ra / Bioelectric «silence» of the brain

[pumedarue. BICT — BeccyaopoXKHbIN 3nKUNenTYeckuii ctatyc; PIA — puTMM3MpoBaHHas AenbTa-aKTMBHOCT.
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OPYTVHATIBHBIE CTATBN

TaK Ha3blBaeMble Majible MOTOPHble 3KBUBANEHTbl CyAo-
POXHOTO CMHAPOMA: PUTMUYECKME COKpaLLEeHUs MUMUye-
CKOM MYCKyNaTypbl, HACTarM, COKPALLEHUS MBILLL, BEPXHUX
KoHeyHocTen u ap. [12, 14]. lpn BHyTpUBEHHOM BBELEHWM
Mo NoKa3aHWAM CpeacTs, 0bnagaoLmx NpoTUBO3INUNENTH-
UECKOM aKTMBHOCTBH (Banbrpoatsl, TMONEHTan, nponodon),
3nunenTUdopMHast aKTUBHOCTb MOJHOCTBI0 peayLMpoBanach.
CoBOKYMHOCTb KIMHMYECKUX NPOsBIEHNN (KOMa, OTCYTCTBUE
Pa3BepHYTOro CyA0POXHOr0 CMHAPOMA) U 3neKTporpadmye-
CKWX MPM3HAKOB M03BOAMMA onpesenuTb Yy 60NbHbIX B AaH-
Hon noarpynne Hanuuue B3CT. B 22 (30 %) cnyyasx peru-
CTPUPOBaNoCh TONIBKO 0YaroBoe 3aMefIeHWe aKTUBHOCTH
B NMPOEKLMM NOPaXeHUS KOpbl FOJIOBHOr0 M03ra, KOTOpOe He-
PeAKO accoLMMpoBanoch C ANUNeNTUPOPMHOA aKTUBHOCTBIO,
O[IHaKO OTYeT/MBble 3neKTporpaduueckue npusHaku b3CT
He BbISIBNISUTNC.

B moarpynne nauneHTOB C HenpepbiBHOW aKTUBHOCTbIO
Ha 33l neTanbHbIM UCXOL HAcTynuA B 42 HabmoaeHusx, U3
HWX B 26 cnyyasx TeyeHue LiepebpanbHoii HeJ0CTaTOYHOCTH
0CNOXHsANocb popmupoBaHneM B3CT (cM. Tabnuuy).

BbiBOAbl

1. Npn natepanbHoOl LUCNOKALMN CPELUHHBIX CTPYKTYp
MO3ra TeyeHWe OCTPOi LepebpanbHOi HefoCTaToYHOCTH
B 60 % cnyyaeB ocnoxHsanocb ¢hopmupoBaHueM beccyno-
POXXHOr0 3NMNIENTUYECKOro cTaTyca.

2. Mpn  HebnaronpusTHOM Te4YeHMM OCTPOM Lepe-
BpanbHO Hep0CTaTOYHOCTM CTeneHb JaTepabHOW Auc-
noKaumm sBnseTca (aKkTopoM, OnpefensiowmuM THKeCTb
HapyLUEHWUA MEeXaHW3MOB reHepaLuu CyMMapHon buoanek-
TPUYECKON aKTMBHOCTM Mo3ra (KO3QdUUMEHT Koppensummn
0,36).
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3. PasButie beccynopoXKHOro anunenTUYeckoro cratyca
Npy naTepanbHoN AWCIOKaLUMM HeMb3s CYUTaTb UHBAPUAHT-
HbIM MPeMUKTOPOM HebnaronpuUaTHOro UCX0Aa OCTPOM Liepe-
BpanbHoi HeAOCTaTO4HOCTY.

AOMO/THUTENNbHASA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpPbI BHECAM CYLLECTBEHHbIA BKaf,
B pa3paboTKy KOHLeNnuuu, NpoBefeHMe WUCCRefoBaHUsS W Moja-
FOTOBKY CTaTbW, MPOYAM 1 0f06punn duHanbHy0 Bepcuio nepes,
nybnanKaumeit.

KoHnukT uHTepecoB. ABTopbI feKNapupyloT OTCYTCTBUE SIB-
HbIX W MOTEHLMANbHBIX KOH(DJIMKTOB MHTEPECOB, CBA3AHHBIX C My-
OnMKaLmMen HacToSALLEN CTaTb.

UcTouHuk dmHaHcupoBaHus. ABTOpbI 3asBASIOT 06 0TCYTCTBUM
BHELLUHEro GUHAHCMPOBaHUS Npy NPOBEAEHN UCCIeLOBaHMS.

WHdopMupoBaHHOe cornacue Ha nybamkaumto. ABTopbI Nosy-
UMM NUCBMEHHOE COrnacke MauMeHTOB M WX NpeacTaBUTeNen Ha
NyBAMKaLMI0 Me AULIMHCKMX AaHHbIX.
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HayuHas cTatbs

YcnoBus u 06beMbl 0KasaHUA MeAULMHCKUX yCnyr
B chepe oxpaHbl penpoAyKTUBHOIO 30pOBbs AeTeu
u noapoctkoB Cankr-llerepbypra B 2020-2021 rr.

M.®. nnonutosa 2

! CaHKT-MeTepbyprekuii rocyiapcTBEHHbIN NenaTpUieckiii MeamumMHCKiA yHusepeuTet, CankT-Metepbypr, Poccus;
2 Topo/ICKOM LIEHTP OXpaHbl PEnpofyKTUBHOIO 3[10pOBbsA NoaApocTKOB «l0BeHTa», CaHkT-MeTepbypr, Poccus

AHHOTALNA

OxpaHy penpoayKTUBHOMO 340p0OBbSA AeTEN W MOAPOCTKOB, MMEIILLLET0 TEHLEHLMIO K YXYALLEHWI 33 NocneaHee Lecatune-
The, 0becneunBaloT BpauMm — aKylLepbl-rTMHEKONOTW, ANS HECOBEPLLEHHONETHUX U Bpauu — YpONoru-aHApoNory LeTcKue,
KaK Ha base JQeETCKMX FOpOACKUX MOSIMKIMHMK, YKEHCKUX KOHCYNbTaLMM, NepUHaTabHbIX LEHTPOB, B LEHTpaX OXpaHbl pe-
MPOAYKTUBHOIO 3[0POBbS MOAPOCTKOB NpU AETCKUX MOSMKIMHUKAX, TaK W B CaMOCTOSTESbHBIX LIEHTpaX 0XpaHbl PenpoayK-
TMBHOrO 340p0BbA NoApocTKoB. B nepuop 2020-2021 rr. npoBefieH ayauT YCnoBuiA, 06bEMOB M KayecTBa OKa3aHWUA Me-
OMLMHCKUX YCnyr B cepe oxpaHbl penpoayKTuBHoro 3aoposbst aeten (0—-9 net) n nogpoctkos (10—17 net BKIOYNTENBHO)
BO BCEX aLMMHUCTPATMBHbIX paiioHax CaHkT-lleTepbypra. [puMeHeH anroput™, pa3paboTaHHbIM FNaBHBIM BHELUTATHbIM
CreumanncToM Mo FMHEKOMNOrMM AeTCKOro U loHoLecKoro Bo3pacta KomuteTa no 3apaBooxpaHeHuto [pasutenbcta CaHKT-
Metepbypra npu yyactumn cneumnanmctoB CaHKT-leTtepbyprckoro MBY3 «opoacKoii LIeHTp oXpaHbl penpoayKTUBHOMO 3L0p0-
BbA MoJpocTKOB ,H0BeHTa“» Ha ocHoBe TpeboBaHWI MOPSALKOB OKa3aHWS MeAMLMHCKOW NMOMOLLM N0 NPOQUIAM «aKyLep-
CTBO W TMHEKONOMUs» U «[EeTCKas Yponorus-aHgponorusi». Ha ocHoBe pe3ynbTaToB ayauTa npegnonaranoch paspabotatb
PEKOMEHAALMM MO OMTUMMU3aLMU CTyXD 0XpaHbl PenpojyKTUBHOTO 340poBbA Y fLeTed M nogpocTkoB CaHkT-leTepbypra.
CTpyKTypa 1 06beM AesTeNbHOCTU CYXO oXpaHbl PpenpoAyKTUBHOMO 3[0POBbs AETEH M MOAPOCTKOB B PasHblX afMUHM-
CTPaTMBHbIX paloHax ropofa CyLlecTBEHHO pa3nuyaetcs. 310 06yCnoBfeHO MrHOpPMPOBaHWEM efuHbIX TpeboBaHwiA, npes-
YCMOTPEHHBIX HOPMATUBHBLIMU [JOKYMEHTaMM, W OTCYTCTBUEM eAMHOIM METOA0/0rMM GOPMUMpOBaHUA 3TUX CNTyxb. B cutyaumm
HEYKJIOHHOrO HapacTaHus KONIMYEeCTBa MOCELLEHMIA, 0COBEHHO € NPOdUNAKTMYECKON LIeNbl, YUPEXAEHUS LEeMOHCTPUpYIOT
Pa3nuYHbIN ypoBeEHb IQDEKTUBHOCTY CBOEN AesTeNbHOCTU. CaMocTosTeNbHbIe KabuHeTLI Bpaya aKyLuepa-rMHEKoora ans He-
COBEpLLEHHOMETHUX He 0BecneynBaloT B MOJIHOM Mepe BCe acmeKTbl 0XpaHbl PEeNpOLYKTUBHOIO 34,0p0BbA U OPUEHTUPOBAHSI,
npexze BCero, Ha paboTy ¢ neTbMM NpenybepTaTHoro Bo3pacTa. LieHTpbl oxpaHbl penpoayKTUBHOMO 3[,0p0BbS NOAPOCTKOB
ABNSOTCA BbICOKO BOCTPEHOBaHHLIMU M NpeanoyTUTENbHBIMA A5 0Ka3aH!s KOMMIEKCHOW MeaWKO-MNCUX0SI0r0-CoLMabHON
noMoLum noppocTtkaM. CTpykTypa cnyb oxpaHbl penpoAyKTUBHOMO 3[0p0BbS JeTel U NOAPOCTKOB B KaXAOM afMUHUCTPa-
TUBHOM paiioHe ropoAa [o/mkHa bbiTb NpeacTaBneHa Kak KabuHeTaMu Bpaya aKyllepa-rMHEKosora s HecoBepLLEHHOMET-
HuMX, kabuHeTaMmM Bpaya yponora-aHaposora JeTcKoro, Tak v 15 LeHTpaMu oxpaHbl penpoLyKTMBHOIO 3[0POBbS MOLPOCTKOB.
HeoTnoxHoi 3apaven cnefyet cuntatb OpMMpOBaHWE CUCTEMbI NPOECCHOHANbHOM MOArOTOBKM Bpayeil — aKyLuepoB-
TMHEKONIOrOB ANst paboThbl ¢ AETbMU M NMOAPOCTKAMM, Bpayeii — YposioroB-aHApOoNoroB AeTckux. PaspaboTaHbl KOHKpETHble
peKoMeHAaLmMu No oNTUMU3aLMK Y6 oxpaHbl penpofyKTMBHOMO 3[4,0p0Bbs AeTel 1 noapocTkoB CaHKT-[leTepbypra.

Kniwouesble cnosa: LLEHTP OXpaHbl PenpoAyKTUBHOIo 340p0BbA NMNOAPOCTKOB; NOAPOCTKN; penpoayKTUBHOE 340PO0BbLE;
I'IpOd)MJ'IaKTM‘-IECHMﬁ MeaULMHCKUI 0CMOTP; aKyllep-ruHeKosnor nna HecoBepLUeHHONETHUX.
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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;
2 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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OPYTVHATIBHBIE CTATBN

BBENEHUE

PenpoaykTvBHOe 3[,0pOBbEe M PenpoAyKTUBHbIN NOTEH-
LMan nofpacTaloLLero NoKoeH!s ciyxat GaKkTopoM HaLmo-
HanbHoi 6e3omacHocTU CTpaHbl. bnarogaps peanusauum
HaumoHanbHbIX nporpamm B coumansHomn chepe, [OCTUTHY-
Tbl 3HaYMMble pe3ysbTaTbl. B cooTBeTCTBMM C AaHHbIMU De-
LepanbHoi cy0bl rocyapcTBEHHOM cTaTUCTMKM (PoccTar),
MONOXMUTENbHbIE TEHAEHUMW MNOCNEAHEro AecATUNeTUs
MpoSBASAIOTCA B MOCTOSHHOM CHUMEHWUW CMEPTHOCTU: MaTe-
PUHCKOW M MNaJeHYecKoi, eTeil BCeX BO3pacToB OT BCEX
npuunH. 3a 5 net ¢ 2017 no 2021 r. B Poccun Konuue-
CTBO MNpepbiBaHUii BepeMEHHOCTU Y HECOBEPLUEHHOETHUX
15—17 net cHusunock noutn Ha 27,9 % — c 4865 po 3507
(6, 71.

TeM He MeHee NpOCNEXMBAKITCSA U HEraTUBHbIE TEHEH-
umn. CyMMapHbIn Ko3ddULMEHT poxaaemMocTi (YMcno po-
OVBLUMXCA AeTen B pacyeTe Ha 1 eHwwmHy) B Poccuiickon
O®epepaunm (PO) ¢ 2015 no 2022 r. yMeHbwwmnca ¢ 1,78 o
1,42. B CaHKkt-lleTepbypre 3T1 NoKasaTesiM HUXEe — COOT-
BeTcTBeHHO 1,59 1 1,28 ". Mpu 3toM, no nporHosam Poccrara,
B bmvkanwme 10 neT NoNoXUTENbHONM AMHAMUKM He 0Xuaa-
eTcs. B nepcnekTuBe HeU30eHO yMEHbLLEHUE YNCTEHHOCTH
peteit 0-15 nert. MNo paHHbIM Pocctata, K 2035 r. ux mMoxet
cTaTh MeHbLUe Ha 5—10 MH yenosek. Konnuectso Ny, B BO3-
pacTe 25-35 net, GopMUPYHOLLIMX OCHOBHOM PEMPOAYKTUBHBIN
noteHuman, ¢ 2010 no 2022 r. ymeHbLUMnoch ¢ 25 123 Tbic. 10
22 489 ThIC. YenoBex.

370 0fiHa U3 CEpbe3HbIX MPUYUH HEYKITOHHOTO CHUMXEHMS
poxaaemoctit ¢ 2015 go 2022 r. Ha 636 Tbic. yenosek” [11].

CHMKaeTCs LiEHHOCTb MHCTUTYTa ceMbu. Konmuectso
bpakos B Poccuiickoit ®epepaumm ¢ 2010 fo 2022 r. yMeHb-
wwnock B 1,2 pasa (c 1215066 po 1053756). Konuuectso
pa3BoJoB COXpaHsAeTcs BbIcOKUM. 3a nocnegHue 10 neT oHo
LEpXUTCA Ha ypoBHe okosio 600 Thic. YenbHbIl BeC LeTeid,
poXkaeHHbIx ¢ Maccon Tena MeHee 2500 r, B P® u CaHKT-
Metepbypre 3a nocnefHue roabl coctasnset oKono 6,0 %",
Poounocb peten (Maccon tena 1000 r u 6onee) 60/bHbI-
MU unu 3abonenn B nepuope HoBopoxaeHHoctn B 2020 r.
433,5 Thic. yenosek. 3o cocTasnset 30,9 % oT uucna Leten,
poamBLumxcs uBbiMU. B 1980 r. Takux peteit bbino noutu
B 4 pa3a MeHbwe — 7,9 % [1].

Pacnpenenenve peteit PO no rpynnaM 340poBbsi OCTa-
€TCA A0CTaTO4HO cTabubHbIM. B 2021 r. | rpynny 3a0poBbs
umenn 27,9 %, Il — 56,3 %, Il — 13,2 %, IV — 0,6 %, V —
2,0 % petent [5, 11]. MNMokasatenu CaHkT-leTepbypra Bbi3bi-
BalOT MeHbLUMiA onTumu3M: | rpynna 3goposbs — 10,8 %,
Il — 67,1%, Il — 19,6 %, IV — 0,4 %, V — 2,1 % petein".
[ons peteii B Bo3pacTe o 18 neT, MMetoLLMX NIOX0€ M 04eHb
N0X0e COCTOSHWE 30POBbA (B NPOLIEHTaX K 0bLueMy uucny

" OCH N° 30 «CBepieHns 0 MeMUMHCKOM opraHu3aumn» 3a 2021 r.
CankT-leTepbypr.

2 TaM xe.

% TaM xe.

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

OTMeyeHHble TEHOEHLMM HamnpsMylo onpefensioT co-
CTOSIHME PEenpOLYKTUBHOTO MOTeHUMana pAeTeil. YpoBeHb
nopaxKeHusl penpoayKTUBHOW chepbl Mo pesynbraTaM auc-
naHcepusaumm nogpoctkoB 15-17 net Caukr-lletepbypra
B 2010-2015 rr. cocTasnan y toHowen 11,6—16,1%, y pe-
Bywek — 15,2-20,1 % [8]. Mo faHHLIM rOLOBbLIX OTYETOB
Bpayen — aKyLLepoB-TMHEKO0rOB M YpOsoroB-aHAposIoroB
petckux Cankr-letepbypra 3a 2017-2022 rr., no pesynb-
TaTaM gucnaHcepusaumn nogpoctkoB 15-17 net ypoBeHb
nopaxeHust penpoAyKTUBHOM chepbl CHU3MICS B CPaBHEHNM
¢ 2010-2015 rr. v coctaBun y toHowwen 6,1-11,2 %, y nesy-
wek — 9,7-15,9 %.

CoBpeMeHHas 3G deKTUBHas cUCTEMA OXpaHbl PENpOoLYK-
TMBHOMO 370p0BbS [leTel U NOAPOCTKOB [LOMKHA UHTErpu-
poBaTb 1e4ebHO-NPOdUIAKTUHECKYH0 U MEAMKO-COLMATbHYH
LeATeNbHOCTb, a TaKKe nponaraHay OTBETCTBEHHOTO poa-
TenbCTBa.

B 2022 r. B CaHkr-IleTepbypre npuHsaTa KoHuenuus pas-
BMTUS MeJULIMHCKOM 1 COLMANbHOM NOMOLLM [LETAM, MaTepsM
M CeMbAM, BOCMUTBIBaIOLWMM AeTei’. OHa npefycMaTpuBa-
eT OMpejeneHne NPUOPUTETHBLIX HanpaBieHW U cnocoboB
obecneyeHus B cpefHecpoyHoli nepcnektuse (2022-2025)
YCTOMYMBOrO CHUMEHMSA uncnia abopToB, MaTEPUHCKOI U MNa-
[EHYECKON CMepTHOCTW, poCcTa POKAAEMOCTH, YKPEMneHus
PenpoAyKTUBHOMO 3[0POBbS HACENEHMS.

B cootBetcTBUM C [TNaHOM MepompuATMIA N0 COBEpLUEH-
CTBOBAHMI0 OKa3aHWsi MeAMLMHCKOM MOMOLLM, HanpaBieH-
HOM Ha YKpenyieHUe PenpoLyKTUBHOIO 3[,0p0BbS HaCeNeHus
CaHkr-lNetepbypra Ha 2020-2021 rr. [2], rnaBHbIM BHELL-
TaTHbIM CMELManNCTOM N0 FMHEKOMOTUW LETCKOr0 U HHO-
wecKoro Bo3pacta Komuteta no 3apaBooxpaHeHuio [lpa-
BuTenbcTBa CaHkT-[letepbypra mpu yyactum crneumanucTos
CankT-letepbyprckoro MBY3 «opoacKoii LieHTp 0XpaHbl pe-
MPOAYKTMBHOTO 34,0p0Bbsl NOAPOCTKOB ,0BeHTa"» NpoBefeH
ay[oMT YCnoBUiA U 00BEMOB OKa3aHWA MeLULMHCKUX YCIyr
B cdepe oxpaHbl PenpoayKTUBHOTO 3[,0p0OBbs AETEN U Noj-
pocTKOB. ANropuT™ ayauta «Kputepum 3KCMepTHON OLEHKH
OpraH13aLmm, 0Ka3blBaloLLen NepBUYHYI0 MeLUKO-CaHUTap-
HYl0 MOMOLLb MOAPOCTKAM, C Liefblo 0XpaHbl PenpoayKTMB-
HOro 34,0pOBbSA» CKNTAAbIBANCA U3 aHanu3a NPeACcTaBeHHbIX
[aHHbIX CTaTUCTUYECKOW OTYETHOCTW W HEMOCPeACTBEHHON
3KCMEPTHOM OLEHKM YCNOBUM OKa3aHWsi MeAMLIMHCKON no-
MOWM U 3DPEKTUBHOCTU paesTenbHOCTM 34 KabuHeToB
aKyLLepOB-TMHEKOMNOr0B W YpOJIOroB-aHAPOJIOroB AETCKUX
(Kaburetbl) 15 LieHTpoB 0XpaHbl penpoayKTUBHOIO 3[0-
poBbst nogpocTkoB (LLOP3I) agMMHUCTPaTUBHBIX paioHOB
CaHkT-leTepbypra.

OueHunBany cnepyloLLme NoKasaTesn: COOTBETCTBUE YKOM-
MAEKTOBAHHOCTM LUTATHOTO PacrMcaHns CTPYKType W 4uc-
NeHHOCTU NPUKPENIEHHOr0 HaceneHns; OpraHW3aLMoHHble

5 «HoHuenuus ganbHeiLwero passuTUA MeAMLMHCKOIA 1 COLMabHOI
MOMOLLM MaTepsM, AeTAM U CEMbsIM, BOCTIUTLIBAIOLLMM AeTei» [paButenb-
ctBa CaHkT-letepbypra ot 11.02.2022 N° 10-18-442/22-0-1.
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dopMbl 0ka3aHus nomoLum aetam 0-9 net v nogpoctkam 10—
17 net BKOYMTENbHO; cTeneHb rotoBHoctu LIOP3M 1 camo-
cTosTenbHbIX KabuHEeToB K NOTHOLIEHHOW eATeNbHOCTH; YC-
noBus Ans paboThl CNeLmanucToB U NpebbiBaHMs NaLMEHTOB;
cooTBeTcTBME nomeLleHuin Kabunetos n LIOPI3 TpeboBaHm-
am Mopagka 1130H°; Hanuune yTBEPM/EHHbIX anrOpUTMOB
W KIIMHUYECKUX PEKOMEHAaLMA No Npoduito CneLmanmcTos;
AucnaHcepHoe Habnwopenue; 3QGEKTUBHOCTb U KauecTBo
npodunakTuyeckoir paboTbl, BKKYas cobnogeHue Tpe-
boBaHWi K NpoBeAeHU0 NPOGUNAKTUHECKUX MeLULIMHCKMX
ocMoTpoB (MIMO), NpocBeTUTENBCKYI0 LeATeNbHOCTb; peanu-
3aLy0 Mep KOMMNJEKCHOW MOALEPIKKN HECOBEPLUEHHONETHUX
BepeMeHHbIX; yoenbHbIA BEC MOCELLEHNUA ¢ npodmnakTUye-
CKOI Uenbio, cobntogerne Tpeboanwmii Mopagka N2 1130H
Mo BWAaM OKa3sbiBaeMblx ycnyr. OLueHKa opraHu3aumm TaKkke
BKJ0YANa Hasmume MeMLMHCKMX OpraHu3aumi, B nepeyeHb
JIMLLEH3MPOBaHHbIX BUAOB AEATENIbHOCTU KOTOPOW BXOAMUT
«aKyLLEepCTBO M MMHEKONOTUs» U «[eTCKas yponorus-aHapo-
JIorusi», 3aHATLIX B OPraHM3aLuMy NpoGuUIaKTUIecKon paboTsl
cpeay nogpoctkos; LIOP3[T; cTpyKTypbl, LeneBbIM 0bpa3oM
3aHATON OXPaHOM PenpoayKTUBHOMO 3[,0pOBbA MOAPOCTKOB.
[Ina oueHKM ucnonb3oBanu OannbHyl0 CUCTEMY, paBHYH
1 6anny (cootBeTcTBKE) MM 0 bannos (HeCOOTBETCTBME).

CooTBeTCTBME CyMMapHbIX 3HAQYEHWW Onpefensnu no
CO3[aHMI0 CTPYKTYpbI, LieneBbiM 06pa3oM 3aHATON 0XpaHoM
PpenpoayKTUBHOrO 3[10POBbSA MOAPOCTKOB, KOTOpas HaX0AMT-
s Ha 3Tane nopbopa nepcoHana, IMLEH3MPOBaHNS, pea-
NN3aumK, NPOEKTUPOBAHUS, PAcCMOTPEHUS PYKOBOACTBOM
cybbekTa.

YuuTbIBaNnM BO3MOXHOCTb NOSyyeHUsi becnnatHoi Me-
OMLMHCKON ycnyrn naumeHTamu, B Bo3pacte ¢ 10 go 17 net
BKJIOYMTENIBHO; HanMuMe MecTa Afs OXWAAHUSA NpueMa
cneuuanucToB, ans nu B Bospacte ot 10 go 17 net Brto-
UWTENIbHO; HanWuMe BbIGENeHHOro CTaLMOHApHOr0 HoMepa
TenedoHa Ans paboTbl ¢ MOAPOCTKaMW; HanMuuMe MHTep-
HeT-COeVHEHNS, KOHTAKTHOTO afpeca 3MIEKTPOHHOM MoYThl
(e-mail); Hanmume cobCcTBEHHOM CTpaHuMubl/caliTa B CeTu
WHTEPHET; CyMMapHoe BpeMsi NpUemMa CneuuanucToB B Bbl-
OeneHHol cTpyKType (He MeHee 80 Y B HefleNio); BO3MOXK-
HOCTb NPOBeAEHUS NPOGUNAKTUHECKON paboThl M FpyNNoBbIX
3aHATUIA C NoApOCTKaMu Ha Base BbIAENEHHON CTPYKTYpbI;
OTAENbHbIV BXOL, A1 NOAPOCTKOB; KOIMYECTBO BblAENEHHbIX
CTaBOK BpauebHOro nepcoHana (COrnacHo yTBepXaeHHoMY
LUTAaTHOMY pacnucaHuio) GU3NYHeCKUX NnL, TPYLOYCTPOEHHbIX
Ha CTaBKax BpayebHOro nepcoHana cocTaBnseT He MeHee 2;
KonmyectBo BblaeneHHblx B LIOP3M1 cTaBok (cormacHo yT-
BEPXIEHHOMY LUTaTHOMY pacnucaHuio) Ncuxonoros / Meau-
LMHCKMX NCMX0J10r0B / NCUXOTEpaneBToB, CoLManbHbIX Neaa-
roroB — He MeHee 1. YuuTbiBanM Hanuune yTBEPKAEHHbIX
anropuTMoB, NPOTOKOJIOB W KNIMHUYECKUX PEKOMEHAALMWI Mo
npoduio cneuuanucToB, anropuTMOB rPYNMOBbIX 3aHSATUN,
CEMWHApOB U TPEHWHIOB ANS MOAPOCTKOB, B pa3paboTke

¢ MpuKas MuHucTepctBa 3apasooxpaHeHns PO ot 20.10.2020
N2 11301 «06 yTBepxaeHuu MopsiaKa OKasaHUs MeAMLIMHCKOWM NOMOLLM
Mo NpoduIio ,aKyLLepCTBO U MMHEKONOrUA“».

Vol 14(4)2023

00l https://doiorg/10.17816/PED14473-83

Pediatrician (St. Petersburg)

KOTOpbIX NPUHsAKM yyacTue cotpyaHuku LIOP3M1; nposeneHue
MMO nuuam B BospacTe ot 10 fo 17 neT BKKOUMTESNBHO; bec-
nnaTHoe pacnpocTpaHeHne HapbepHbIX KOHTpaLEeNTUBOB ANS
MOApPOCTKOB; HaMyMe TeMaTUYeCKUX NeyaTHbIX MaTepuanos
4S8 BblAauu naumeHTaMm, peanusaumio becen nepepn [MO.
YuuTblBanM opraHM3aumMio BaKLUMHALMM NOAPOCTKOB Mpo-
TMB BMpYCa NanuIoMbl YeSIOBEKA, peanmsaumio Mep KoM-
MEKCHOW NOALEPHKU HECOBEPLLEHHONETHUX BepeMeHHbIX,
BO3MOXHOCTb 3abopa MaTepuana U BbINOSHEHUS METOAOB
NabopaTopHO/ AMArHOCTUKM MHBEKLUMIA, NepeaBaeMbIX Mo-
NOBLIM MyTeM y NoApocTkoB, B ycnosuax LIOP3[T; Hannume
OMCNaHCepHOW Tpynmbl y Bpaya — aKyllepa-rMHeKonora,
yponora-aHzposnora LeTcKoro.

MOJE/TN CNYXKB OXPAHbI
PEMPOAYKTUBHOIO 310POBbA
B CAHKT-NETEPBYPTE

MopsaaKoM O0Ka3aHWs MeAMLIMHCKOI NOMOLLM MO Npoduito
«aKyLLIePCTBO W MMHEKONOMnsA» ' Npe/lyCMOTpeHbl [Ba Bapu-
aHTa NepBUYHON CMELMann3upoBaHHON MeaNKO-CaHUTapHOM
MOMOLUM HECOBEpPLUEHHOIETHAM C Liefblo NPOGUNAKTUKMK,
JOMarHOCTUKN U JIeYeHUA TMHEKOJNIOrMYecKux 3aboneBaHuit:
KabuHeTbl B MeOMLMHCKMX OpraHM3aumsX, OKa3blBaloLMX
MepBUYHYI0 MeJMKO-CaHUTapHYl noMolub fetam, u LIOP3[.
MeaunumMHCKy0 NOMOLLb Mo NPOGUII «YpoNorvs-aHapPosorus
JeTcKas» OKa3biBaloT KabuHeTbl B cocTaBe AETCKUX FOpOA-
CKUX MONIMKIIMHUK (oToeneHui) [3, 4].

Opranmsauma LUOP3M u KabuHeToB, MX KOnMYecTBO
M MOLLHOCTb ONpeAensTCA B COOTBETCTBMM C 0CODEHHO-
CTAMU U NoTpebHocTAMM cyobeKToB Poccuiickoi Depepaumm
U B COOTBETCTBMM C PEKOMEHAYEMbIMU LUTATHBIMKU HOpMa-
TMBaMM — | [OMKHOCTb Bpaya aKyluepa-rMHeKoora s
HECOBEPLUEHHONETHMX (N0 OKA3aHUI0 MeAVLMHCKOM NOMOLLM
B aMbynaTopHO-NOSMKIIMHUYECKUX ycnoBusax) B KabuHe-
Te n 1,25 pomkHoctn Ha 10000 petckoro HaceneHus —
B LOP3I1. Cneuuanuctbl, paboTarolime B 3TUX CTPYKTypax,
OO/MKHbI MMeTb MOArOTOBKY N0 0CoDeHHOCTAM ¢opmupo-
BaHWUS PENpPOLYKTUBHOW CUCTEMbI U TEYEHUS TMHEKOOrNYe-
CKOM maTtonorum y aetei. Pasnnuus 3tux AByx GopM coCToAT
B 00CNy)XMBAEMbIX KOHTUHIEHTaX, LUTaTHOM pacrucaHuu,
HanpaBnieHnsx M obbeMax paboTbl. KabuHeTbl OKasbiBatoT
noMoLLb AeTaM Bcex Bo3pacToB (0—17 neT BRIKOUMTESBHO),
a LLOP3IT — Tonbko nogpoctkam 10—17 neT BKIOUMTESIBHO
ob6oero nona. Heobxoaumoctb LIOP3I1 0bbsicHseTCA buoncu-
X0COLMaNbHbIMU 0CODEHHOCTAMU NOAPOCTKOB, OMpeaensio-
WM (OpMUPOBaHME UX PENPOAYKTUBHOTO 3[10POBbS U pe-
NPOAYKTMBHOrO NoTeHumana [4].

B 3apaun KabuHeta BxopaT Meponpuatus no npodu-
NaKTUKe, AMArHOCTUKe, NieYeHnto 3aboneBaHuii U COCTOSHMN,
MeMUUMHCKOW peabunutaumm, GopMMpOBaHMIO 3A40POBOM0
00pa3a XW3HW y 1eBOYEK C POKAEHUA [0 AOCTUMHEHNS UMM
18 net [10].

7 TaM xe.
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lpenycMoTpeHo: KoMnieKcHoe obcnefoBaHue, BefeHue
W [McnaHcepu3aLns HecoBepLUEHHONETHUX C TMHEKONOor-
YecKuUMM 3aboneBaHMAMM, HapyLLIEHWEM MOJIOBOMO Pa3BUTUS
W NaTosIorven MOMOYHbIX JKENe3 NpU Hamuuuu COMyTCTBYHO-
LUMX 3KCTpareHUTasnbHbIX, B TOM YUCNE 3HAOKPUHHBIX, 3a-
boneBaHuit ¢ npuBneyeHMeM NpOGUNbHBLIX CMELUanmcToB
Mo COOTBETCTBYWLWMM CMELMaNbHOCTAM; NpoduiaKTyu-
Ka WHOEeKUWA, nepefaBaeMbiX MOMOBLIM MyTEM, BKIKOYas
BUY-uHbekumio; npodmnakTuka BO3HUKHOBEHWS HeNpeaBu-
LEeHHOW bepeMeHHOCTM (BO3LepKaHWe, KOHTPaLeNLUMS); CaHu-
TapHO-TUIMEHNYECKOE MPOCBELLEHNe HEeCOBEPLUEHHONIETHMX,
WX POAMTENEN I MHBIX 3aKOHHbIX NpeAcTaBUTeNen U CrieLy-
anncToB OpraHW3aLyin CpeaHero U NpodeccMoHanbHOro cpes-
Hero 06pa3oBaHusA Mo BOMPOCaM KOPPEKLMU HaBbIKOB MHTUM-
HOV TUrWeHbl, YCBOEHWE CTEPEOTUNA 3L0pPOBOro 0bpasa Ku3HH
1 OTBETCTBEHHOIO OTHOLLIEHWSA K PENPOLYKTUBHOMY 3[10P0BbHO;
nepBuyYHas NPoGMIaKTUKa OHKONOTMYECKWX 3ab0s1eBaHMIA No-
noBbix opraHoB [2, 10]. O4eBMAHO, YTO CTOMb LUMPOKMI Kpyr
3a[jay COXHO PeLnTb CUaMW OJHOTO Bpaya — aKyluepa-
TMHEKOJIora UK yponora-aHaposiora JeTCKoro.

OyHkumm pesTensHoct LIOP3M 3HaumTenbHO Limpe.
LIOP3IT obecneunBaeT NpouAaKTMYECKYD M OpraHM3auu-
OHHO-MeTOoAMYECKYI0 paboTy, OKa3blBAeT KOHCYNbTATUBHYIO,
neyebHO-AMArHOCTUHECKYI0, BOCCTAHOBUTESIBHYIO U COLMaNb-
HO-NCUX0JIOMUYECKYI0, @ TaKIKE IOPUAMYECKYH0 MOMOLLb MOJ-
POCTKaM, HampaBeHHYI Ha COXpaHeHUe UX PenpPOAYKTUBHO-
ro 340poBbS. BaxHbIM HanpaeneHneM aestensHocty LOP3[
ABNSAETCSA MPEEMCTBEHHOCTb B paboTe ¢ Apyrumu cnyxbamu
30paBoOXpaHeHNs, a TaKKe MEeXBELOMCTBEHHOE B3auMO-
LeiCTBME C OpraHamu CoLManbHOW 3aluThl, 06pa3oBaHus,
MOJIOAEKHON MOSUTUKM U APYrUMU OpraHU3aLMOHHBIMM
CTPYKTypamMu B 0611aCTU COXpaHEHWA U YKPEnieHUs penpo-
LYKTUBHOTO 3[,0p0BbSi MOAPOCTKOB, MeAMKO-COLMabHON
peabunuTaLmm 1 Nponaran/bl 0TBETCTBEHHOIO PenpoayKTUB-
Horo nosefeHus. OcHoBow AeatensHoctn LOP3M1 aBngetcs
KOMMJIEKCHas MeJMKO-MCUX0JI0ro-coumanbHas NoMoLLb Ha
TEPPUTOPUM OJJHON MeMLMHCKOW OpraHu3aLuu.

[na oueHKM 3DPeKTUBHOCTM eATENbHOCTU 3TUX CITYKO
BA)XXHO, YTO ynpaBnieHue pAesTenbHocTblo KabuHeta ocy-
LLeCTBNSET PYKOBOAMTENb MOAPA3AeNeHUs MeLULMHCKOM
OpraHu3auuu, B COCTaBe KOTOPOro OH CO3AaH (B LETCKOIA
MOMKIIMHUKE, JKEHCKOW KOHCYMbTauuu, MepuHaTanbHOM
LeHTpe M Ap.). Takoi afMWHWCTPaToOp, Kak NpaBuio, He
ABNSAETCSA CMeuuanncToM B 061acT¥ TMHEKONOTMM [ETCKOro
W HOHOLLIECKOro BO3pacTa, yponoruu-aHaponoruu. Cooteet-
CTBEHHO NOKa3aTtenu paboTbl byayT B 3HAUUTENBHON CTENEHN
onpesensaTbcs KBanuduKaumein, MoTUBaLMEN U OTBETCTBEH-
HOCTbI0 HEMOCPeACTBEHHO Bpaya — aKylluepa-TMHeKonora,
yponora-aHgponora petckoro KabuHeta. Pykosogutenem
(3aBepytowwmm) LIOP3I Ha3HayaeTca CneumanncT, 3HatoLwmii
cneumduKy 0XpaHbl penpoLyKTMBHOTO 34,0p0BbsA NOAPOCTKOB
1 cnocobHbIf rPamMoTHO OpraHM30BaTb KOMaHAHY paboty
NoAYMHEHHOro NepcoHana.

ApMuHucTpaTUBHble paioHbl CaHKkT-lleTepbypra cyule-
CTBEHHO PasfIMYaKTCA N0 YNCTIEHHOCTU LLETCKOr0 HaceNeHus.
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Tak, B 2021 r. konuyectso fetent 017 net B KpoHwwTaarckoM
paioHe coctasuno 8074, B MpuMopckoM paitoHe B 12,9 pasa
bonbwe — 104361 yenosek. BnonHe oueBMaHO, YTO BbIOOP
(opM OKa3aHWs MeJMLMHCKOW MOMOLLM AO0MmKeH basupo-
BaTbCA M Ha 3TUX MOKa3aTesnaX.

B Hactosee BpeMs cnyxOy oxpaHbl penpofyKTUBHO-
ro 30poBbs nojpocTkoB CaHkT-leTepbypra coctaBnsoT
60 KabuHeToB, U3 HUX: 36 caMOCTOATENbHBIX KAaBUHETOB M-
HEKOMOrMM [eTelt U NOAPOCTKOB (33 — B AETCKUX FOPOCKMX
MOSMKIIMHUKAX, 2 — B JKEHCKWUX KOHCY/bTaumsx, 1 — B KOH-
CyNbTaTMBHO-AMArHOCTUYECKOM LieHTpe) U 24 KabuHeta —
B LIOP3[1. ObLee KonmyecTBo cneLyann3nMpoBaHHbIX KabuHe-
TOB YPOJI0roB-aHAPOSIOroB JETCKUX B AETCKUX NOSIMKIIMHUKAX
1 LIOP3IT — 55. Ewe 8 cTpyKTypHbIX noapasneneHuii (Otae-
NeHue) YacTUYHO cooTBeTCTBYIOT Kputepuam LIOP3M (ueHTp
«oapocToK 1 ceMbsi», 0TAENEHNE MEMKO-COLMANbHON No-
MOLLIM, KOHCY/IbTAaTUBHO-AMArHOCTUYECKUIA LEHTP ANS LeTel
noApoCTKOBOro Bo3pacta). [puMeyatensHo, yto LIOP3M1 ectb
B HebOMbLUMX MO YMCIEHHOCTM LETCKOro HaceneHus pario-
Hax (MeTporpaackuit, 16 137 pmeTeit) U OTCYTCTBYHOT B CaMOM
KpynHoM — [IpUMOpCKOM paiioHe ropofa.

CPABHUTEJIbHAAA XAPAKTEPUCTUKA
PA3/TM4HbIX BAPUAHTOB CUCTEMDI
OXPAHbI PENPOAYKTUBHOIO
3[10P0BbA

Mo naHHbIM YnpaBneHus QepepanbHon ciyxbbl rocy-
[apcTBeHHOM cTatucTuky no CaukT-lletepbypry u JleHuH-
rpagckon obnactu, KonmyecTBo aeten B Bo3pacte 0-17 net
BKJIIOUNTENbHO (AeBoYeK U ManbumkoB) ¢ 2016 no 2021 r.
B CaHkT-[leTepbypre noctosHHO yBennumBanocb — ¢ 821979
00 963262 (6onee yeM Ha 141 Thic.) yenosek [13].

Mo AaHHBIM rOAOBBIX CTaTUCTUYECKUX OTYETOB Bpauyeld
aKyLLepoB-rMHEKOOroB, 06CyKUBAIOLLMX AETCKOe Hacene-
Hue B Bo3pacTe 0—17 nieT BKIOUMTENBHO, W YPOJIOroB-aHapo-
NOroB AETCKUX BO BCEX MEAMLIMHCKUX OpraHU3aLmsX ropofia,
OKa3blBalOLLMX NEPBUYHYK MEAMKO-CaHUTapHYK NOMOLLb
noapocTkaM B ambynatopHbix ycnosusix, B 2021 r. Bbigene-
Ho 88,0 cTaBoOK Bpayeii aKyLLepoB-TMHEKO/Or0B, M3 KOTOPbIX
yKoMnnekToBaHo 82,7 % (72,75 cTaBOK 3aHATO, YMCNO PU3M-
YeCKUX Jiny, — 76). bonbLIMHCTBO Bpayel aKyLLepoB-T1He-
KonoroB — 72 yenoBeka (94,7 %) — npowunu noBbileHne
KBanMduKauum no rMHEKONOrMM LEeTCKOr0 W HOHOLIECKOro
Bo3pacTa. o npodunio «yponorus-aHaponorus AeTcKas»
BblAENeHo 47,5 CTaBOK Bpayeii AETCKMUX YpOoroB-aHAposIo-
roB, KoTopble obecneyeHbl Ha 84,2 %.

Yucno [omKHOCTEN Bpayeil — aKyLlepoB-TMHEKOMOroB
B MOApa3feneHnsx, 0KasblBaloLLMX MeAULMHCKYI0 NOMOLLb
B ambynaTopHbIX YCNOBMAX, €XErofHO YBEUYMBaoCh
NMpOMopLUMOHaNbHO BO3PacTaHWM0 YMCIIEHHOCTU [EeBOYeK.
Bmecte ¢ TeM noTpebHOCTb B ycnyrax no penpoayKTMBHOMY
3[,0p0OBbH0 HECOBEPLUEHHONETHUX CYLLECTBEHHO OMepexaeT
MPOrHO3WPYeEMYyI0 Ha OCHOBE TEMMOB POCTa YMCIEHHOCTM
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LETCKOro Hacenenms. Konnmuectso noceLLeHnin B pacyeTe Ha
0[JHY CTaBKy Bpaya Bo3pacTaer (tabn. 1).

Mpu 3TOM KOMM4YeCTBO 3aperMcTpupoBaHHbIX 3abosieBa-
HWM Ha hoHe BO3PacTaHMs YACIEHHOCTM HAceIeHUs 0CTaNoCh
HeusMeHHbIM (cooTBeTcTBeHHO 36708 n 36422 cnyyaes),
a KonyecTBO 3ab0/1eBaHNi, BbISBNEHHbIX BMIEPBbLIE B XU3HH,
Aaxe cHU3unochb Ha 5,1 %. Bo3aMoxkHo, 3T0 CBA3aHO C yBeNM-
YeHMEM KOJIMYEeCTBa NOCELLEHWI, 0COBEHHO ¢ NpodunaKTUYe-
CKOW Lenbto. TakKe 04EBUAHO, YTO NPOCTO KOJIMHECTBEHHOE
yBEJIMYEHWE YMCNa Bpayeil — aKyLLEepOB-TMHEKOJIOroB Npy
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3HauMTENBHO BO3POCLLEN HArpy3Ke He NPUBENO K YNYHLLEHUIO
KayecTBa OKa3blBaeMOM MOMOLLIW.

Ewe omHMM u3 (aKTOpoB, BNMAKLLMM Ha Ka4yecTBO
OKa3blBaeMoW MeMLMHCKON MOMOLLM, MOTYT ObiTb pasnu-
yuna Bo3MOXHocTel u 3amay Kabudetos u LIOP3[. B cBa3m
C 3TUM MNpeACTaBNsNach BaKHOM CPaBHWUTENbHAs OLEHKa
OeATeNIbHOCTM 3TUX CTPYKTYP. YUpeXoeHWs pasnuyatoTcs no
00CNyKMBaEMOMY KOHTUHTEHTY, COOTBETCTBUIO TpeboBaHMI
MOMELLEHUA HOPMATUBHBLIM [OKYMEHTaM, YKOMIIEKTOBaH-
HOCTU creupanucTamu (tabn. 2).

Tabnuua 1. [MHaMMKa pocTa YMCIEHHOCTU JeTckoro Hacenexust CaHkT-letep6ypra 0—17 neT v nocelueHuit Bpaya — akylepa-

rMHeKosora, abc., %

Table 1. Dynamics of growth of the number of children Saint Petersburg aged 0—17 years and visits to an obstetrician-gynecologist, abs., %

loppl / Years

Moka3atens / Indicator
2016 2017 2018 2019 2020 2021
WcnerHocT, Hacenenis (nesodkn) 399451 419686 437200 449530 460566 468162
KonmuectBo / Population size (girls)
[IMHaMMKa YNCTIEHHOCT HaceneHus, %/ 100 105.1 1095 1125 115.3 17,2
Population dynamics, %
KonuyecTBo noceLleHnii akyLiepa-rmHeKo-
nora / Number of visits to an obstetrician- 126711 123938 201679 152321 149889 215089
gynecologist dynamics of visits
m 0
Avwamwia nocewieruii, % / 100 97,8 159,2 120,2 118,3 169,7
Dynamics of visits, %
B ToM umncne nocelLeHuii ¢ npodunaxkT1ye-
cKoit Lenblo / Including visits for preven- 43818 49575 88697 53281 76280 108840
tive purposes
[MHammnKa nocelleHuii ¢ npodunakTnye- 100 1131 2024 1216 1741 28,4

CKoi Lenbto, % / Dynamics of visits, %

Ta6nuua 2. 06LLas XapaKTepUCTKA BapuaHTOB CITY}KO 0XpaHbl penpoAyKTMBHOTO 34,0POBbS HECOBEPLUEHHOMETHUX B CaHKT-[1eTepbypre
Table 2. General characteristics of options for juvenile reproductive health services in Saint Petersburg

[ons obpalennit B pasdbums- CooTBeTCTBUE
Ke Mo BO3PaCTHbIM rpyn- nomeLLeHuit, % / Hanuuue B wratHom pacnucanuu, % /
CTpyKTypHoE nam, % / Percentage of hits Compliance Availability in the staffing table,%
nozpasenenve / by age group, % of premises, %
Structural
e B ~ _ Mopsaky _
subdivision 0-17 0-9 1 10171 coummb /| Ne 1130w+ / | A€TCKOrO yponiora- ncuxonora /
net/ net/ net/ aHgponora / pediatric :
SanPIN Order No. . X psychologist
years | years | years 11300 urologist-andrologist
Kabuhet / Office 36,3 76,4 23,6 64,7 35,2 - -
LieHTp oxpaHbl penpo-
LYKTMBHOIO 3/10p0BbS
MoLpOCTKOB / 63,7 - 100,0 100 100 100 100

Adolescent Reproduc-
tive Health Center

*CaHlNH — CanmTapHble npaBunia v HopMbl. **Mopsaok 1130H — MMpukas MuHucTepcTBa 3apaBooxpaHenus PO ot 20.10.2020 N2 1130w
«06 yTBepxAeHUM lopsKa 0Ka3aHWs MeAULMHCKONA MOMOLLM Mo NpoduMo , aKyLIEPCTBO U TUHEKONOTUS ».

*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”.
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Ta6nuu,a 3. OcobeHHocTH OopraHusauun neaTenibHOCTU pas/iMyHbIX BapuaHTOB CJ'IY)KB OXpaHbl penpoayKTMBHOIO 34,0p0BbA HECOBEPLUEHHO-

netHux Cankr-lletepbypra

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

[IMO* Ha base - BbinonHexne OxBaT AucnaHcepHbIM HabsloaeHneM nocne
MO & 00**, % / P
CTOVKIVDHOE cnymbbl, % / Preventive rﬁe di- | Beex TpeboBanuit | [MO, % / Coverage of dispensary observation
nop,pg};ngﬁeme- / Preventive medi- cal examinations fIMO, % / All the after medical examinations, %
Structural cal examinations are carried out requirements qf
subdivision are carried outon | educational | Preventive medi- | nonHocTblo / | uacTuuHo / | oTcyTcTByet /
the basis of the organizations,% cal examinations | completely partly absent
service, % ! have been met, %
Kabuwer / 12,5 87,5 38,5 - 57,1 42,9
Office
Draenene | 85,7 14,3 66,7 85,7 - 143
epartment
LieHTp oxpaHbl penpo-
LYKTMBHOIO 3/10p0BbS
MOAPOCTKOB / 100 - 100 85,7 - 14,3

Adolescent Reproduc-
tive Health Center

[IMO — npodunakTMyeckue MeauuMHcKUe ocMoTpbl. **00 — obpasoBaTesibHble OpraHU3aLmm.

CootBeTtcTBytOT Mo ocHaleHuio Mopsaaky N° 1130H anwb
18 (52,9 %) n3 34 ocMOTPeHHbIX NOApa3feneHuit Meau-
LMHCKMX opraHusaumii. TonbKo B 8 afMMHUCTPATMBHbIX
paiioHax B paMKax nogpasgeneHus obecreuuBaetcs fo-
CTYMHOCTb Y/IbTPa3BYKOBbIX METOAO0B AMArHOCTUKM, NULb
22 (64,7 %) v3 34 0CMOTPEHHBIX CTPYKTYP OCHALLEHbI KOJlb-
nockonoM. ObecneunBaloT AMArHOCTUKY MOJIHOTO CMeKTpa
WHdEKUWIA, NepefaBaeMblX MOJOBLIM MyTeM, B TOM YuUCie
OHKOTEHHbIX LUTaMMOB BMpYca ManuiioMbl YeloBeKa, —
23 (67,6 %) u3 34 cTpykTyp. ['oToBbI 06ECNEUMTL TpebOBaHMS
K NMpOBEAEHUI0 M 0OBEMY MPOGUNAKTUHECKOTO MEAMLIMHCKOrO
0CMOTpa HECOBEPLUEHHOJIETHWX BPa4oOM aKyLLIEPOM-TUHEKOSI0-
rom cornacHo Mpukasy N° 514k° 24 (70,6 %) n3 34 npoiueawwmx
ayauT NoapasaeneHn i MeAUUMHCKIX OpraHu3aLmin. B bonbLuen
Mepe TaK1MM BO3MOXHOCTAMM obnapatot LIOP3M (tabn. 3).

PaboTta ¢ nucnaHcepHow rpynnoi, GopMupyeMoit B xofe
neyebHO-AMarHocTuyecko paboTbl, AOMKHBIM 06pa3oM
nposoautcst Tobko B 19 (55,9 %) 13 34 ocMOTpeHHbIX nof-
pasfeneHuii MeLULMHCKMX OpraHu3aumii. XapaKTepHbIMH
pedeKTaMu ABNAKOTCA OTCYTCTBUE aKTMUBHOTO AMCMaHCep-
Horo HabniofeHnsa 3a naumeHTamm, otHeceHHbiMM K I, IV,
V rpynnam 3[0poBbsi M0 pe3yfbTataM NpoQUIaKTUYeCKUX
MeJMLMHCKWX 0CMOTpOB. [McnaHcepHas rpynna He cogep-
JKUT MOJIHOTO MEepeYHs MaToNIOrUYeCKUX COCTOSHUA U TUHe-
Konornyeckux 3abonesaHui.

HecMoTps Ha aedeKTbl B GopMUPOBaHUM AMCTIIAHCEPHOM
rpynnbl, pe3ynbTathl le4ebHO-03L0pOBUTENBHON PaboThl Bbl-
3blBalOT ONTUMM3M. KonmyecTBO [eBOYEK BCEX BO3PACTHBIX
TPynn, CHATBIX C AMCMAHCEPHOr0 Y4eTa Mo BbI3A0POBIEHUIO,
3a mocnefiHWe rofbl HEyKNOHHO yBenuumBaetca ¢ 33,1-
34,3% B 2017 1. 0o 79,5-86,0 % — B 2021 1.

8 MMpukas Munsppasa Poccun ot 10 aerycta 2017 r. N2 5141 «O no-
pAAKe NPoBefeHNA NPOPUNAKTUYECKUX MEAMULIMHCKIUX OCMOTPOB HECoBep-
LLIEHHONETHUX».

00l https://doiorg/10.17816/PED14473-83
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lpuMeyaTeneH pocT KonAuyecTBa MOCELLEHWUA C Mpo-
(GMnaKkTMYecKon Lienbio, YTO OTpaKaeT MHTEpec HecoBep-
LUEHHONIETHUX K COXPAHEHMIO PenpoAyKTMBHOIO 3[0POBbS.
Wx yaenbHbI BEC B CTPYKTYpe MOCELLEHUI AETCKUX YpOsio-
roB-aHgponoros coctasun 48,5-58,4 %. B 2021 r. uucno
cyyaeB 0bpaLleHuii lOHOLLEH 3a COBETOM 0 Ntob0ii KOHTpa-
Lienwuum coctaBuno 2639, KOHCyNbTaLuiA No BONpocaM CeKcy-
anbHoro noeefeHns — 3436. [leByLUKK NposBAAOT 60/bLINIA
MHTEpeC K BOMpOCaM COXpaHeHWs PenpoayKTUBHOMO 3[,0p0-
BbsA. KOHCynbTaumMio nMo BonpocaM KOHTpaLenuuu moayymn
7441 yenoBek, cekcyanbHoro nosepenns — 13317, uto
BblLLIe aHanormyHoro nokasarens 2020 r. Ha 23,8 % (tabn. 4).

lpuMeyaTenbHo, YTo Ha GOHe CYLLECTBEHHOIO yBeNnye-
HWA KOHCYNbTaLMI N0 PasfiMyHbIM BOMPOCAM CEKCYalbHOro
noBeJeHus!, KOIMYECTBO [EBYLLEK, NPUMEHSIOLLMX KOHTpa-
Lenumio, cHM3mnochb. Bo3aMoxHo, 3To 06ycnoBneHo noBbl-
LUEHNEM OTBETCTBEHHOr0 PENpOAYKTUBHOrO MOBEAEHUA.
Mo naHHbIM uccnepoBaHus BceMupHoii opraHu3aumm 3apa-
BooxpaHeHusi, B 2010 r. onbIT N0SI0BOI *M3HK B 15-n€THEM
Bo3pacTe uMenu 44 % poccuiickux toHowei u 17 % pesy-
wek [12]. MNposegeHHoe B 2017-2018 rr. uccneposanue
B CaHKkT-lleTepbypre nokasano, 4to CpefHWiA BO3PacT CeK-
cyanbHoro aebiota coctasun 16,2 ropa [9].

310 yTBEPMKAEHME NOAKpennseTcs LaHHbIMU CaHKT-
MeTepbypra o CHUKEHUM KonuyecTBa abopTOB Yy HecoBep-
LUEHHONETHMX (Tabn. 5).

BmecTe ¢ TeM caMble HU3KWe NOKa3aTenu Mo BO3MOXKHOCTH
npeLynpexaeHns HenpeaBUAEHHON 6epeMeHHOCTM Y Heco-
BepLUEHHONETHMX, 06CNe10BaHNSA NOLPOCTKOB Ha MHDEKLMM,
nepefaBaeMble MOOBLIM MyTeM, becnnaTHoW BaKUMHaLMK
MPOTUB OHKOTEHHbIX LUTAaMMOB BUpYCa NanuoMbl YesioBe-
Ka W penpofyKTMBHOTO MPOCBELLEHUA HECOBEPLUEHHONETHUX
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Tabnuua 4. KonudectBo AeByLueK, 06paTMBLLMXCS B LEHTPbI OXpaHbl PENpOAYKTUBHOMO 3[,0p0BbA NOAPOCTKOB 33 COBETOM 0 /060

KOHTpaLlenuum, abe.

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

lopbl / Years

MNoka3zatens / Indicator

2016 2017 2018 2019 2020 2021

KonuyectBo feByLuek, obpaTuBLLMXCS 3a CO-
BETOM 0 N1060i1 KOHTpaLLenLuM B OTYETHOM FOAy
(30.0) / Number of girls who sought advice on 8251 17894 20996 14280 7245 7441
any contraception in the reporting year (Z30.0)

W3 UX YnCTa NPUMEHWNN aBapHIHYIO KOHTpa-

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

was used among them (Z30.3)
Mcnonb3yoT NoCTOSHHYH KOHTpaLenuuo
(Z30.4) / Use permanent contraception (Z30.4) 8405 8415 7395 10924 5907 6395
Yucno KoHcynbTaLmii, NpoBeAeHHbIX Mo BO-
npocaMm ceKcyanbHoro noseaeHus (Z70.0-6) / 5271 5812 6197 9266 10753 13317

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

Tabnuua 5. [lpepbiBaHne OepeMeHHOCTM Yy HecoBepLUeHHoNeTHUX noapocTkoB CaHkT-letepbypra 3a nepuop 2016-2021 rr.

(Ha 1000 noapocTKOB COOTBETCTBYIOLLEr0 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 2020 2021
13 0,06 0,0 0,15 0,1 0,05 0,2

14 0,6 0,4 0,7 0,7 0,4 0,6
15-17 3,9 4,0 3,1 3,0 2,2 2,2

Tabnuua 6. Hexotopble BUAbI NPOPUNAKTUYECKON [eATENBHOCTM B PasfMiHbIX BapuaHTax Ciy6 oxpaHbl penpoayKTMBHOMO 34,0p0BbA

HecoBepLUeHHONeTHUX (yaenbHbIn Bec, %)

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

[locTynHoCTb MeAMUMHCKO noMoLuy /

CrpykTypHoe nogpasaenehue / Structural subdivision

LleHTp oxpaHbl penpopayk-

Availability of medical care Kabunert / OTmenenve / | TMBHOMO 3[,0p0OBbs MOAPOCT-
Office Department | koB / Adolescent Reproduc-
tive Health Center
Bo3MoxkHOCTb 00CNejoBaHNs NOAPOCTKOB Ha MHGEKLMM,
nepenaBaeMble nonosbIM nyteM / The possibility of testing adolescents 33,3 85,7 100,0

for sexually transmitted infections

JloctynHa 6ecnnarHas BaKLMHALMA NPOTUB OHKOMEHHbIX LUTAMMOB BM-
pyca nanunioMbl YenoBeKa (He COBCEM TaK, KaK BaKLUMHUPYHOT TOJIbKO
B leTCKoM nonmkinHuke) / Free vaccination against oncogenic strains
of the human papillomavirus is available (not exactly as vaccinated
only in a children’s polyclinic)

[LlocTynHbl GecnnaTHble TeCTbl Ha 6ePEMEHHOCTb M METObI 3KCTPEH-
HOW KOHTpaLenumu AN COLMabHO He3allMLLEeHHbIX rpynn NoApocT-
KoBoro Hacenenus / Free pregnancy tests and emergency contracep-
tion methods are available for socially unprotected groups of the
adolescent population

[pynnoBble 3aHATUA C LieSbio CaHUTAPHO-TUrMEHUYECKOro NpocBeLLe-
HUs HecoBepLueHHoneTHuX / Group classes for the purpose of sanitary
and hygienic education of minors

KabuHeT BakLUMHALMM B AETCKON NOSMKIMHUKE /
Vaccination room in a children’s polyclinic

1,1

30,0

88,9

30,9

100,0

00l https://doiorg/10.17816/PED14473-83
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npogeMoHcTpupoBanu KabuHeTbl, He BXofsLLME B CTPYKTYpY
LIOP3I1. BoamoxHo, 3T0 06ycioBneHo TeM, 4To Bpain Kabu-
HETOB HaLle/leHbl MPeUMYLLECTBEHHO Ha MPoBeAeHVe Npodu-
NaKTUYECKUX MeAULMHCKUX OCMOTPOB M TEKYLLYI0 KIMHUYe-
CKyto paboTy, a KoHTponmMpytoLas QyHKUMsA pyKoBoauMTeneil
noapasgieneHuii, BeposiTHo, HefocTaTouHa. Kayectso npodu-
NaKTUYECKON paboTbl HANPAMY0 ONpefenseTcs BULOM OKa-
3blBaeMoi nomoluy (Tabn. 6). OyesngHo, uto B KabuHetax
npodunaxkTuyeckas pabota ¢ NOAPOCTKaMU NPAKTUHECKMN He
npoBoauTcA. [l 3TOro KOHTMHIeHTa MPeAnoYTUTENbHBIMM
asnsaoTca LOP3IT.

PesynbTathl ayauta BbISBAM LUe 0AWH BaXHbI AOBOL
B 000CHOBaHWM HEOBXOMMOCTU Pa3BUTUS U COBEPLLEHCTBO-
BaHusa LLOP3I1. Okono YeTBepTH npepbiBaHnii 6epeMeHHOCTH,
npoBefeHHbIx B CaHKT-leTepbypre B 2021 r. y HecoBepLUeH-
HOMNETHUX, MPUXOLMUTCA Ha JIUL, C afipECOM NOCTOSHHOW peru-
cTpaumu B JleHWMHrpagcKon 0bactv M uHblx ropofax Poc-
CUM, B KOTOPBIX CITy6bl 0XpaHbl pernpoAyKTUBHOIO 3[40POBbS
MoJpOCTKOB OTCYTCTBYIOT.

3AKJIKYEHUE

MpoBeLeHHbIN MMaBHBIM BHELUTATHBIM CMELMANMCTOM Mo
TMHEKOMOMMW JETCKOr0 U toHOLIecKoro Bo3pacta Komuteta
no 3apaBooxpaHeHuio Mpaeutenbctea CaHKT-[leTepbypra npu
yyactum cneunanmuctoB CaHkT-letepbyprckoro [BY3 «lopog-
CKOM LIEHTp 0XpaHbl penpoyKTBHOIO 3,0p0BbsA NOAPOCTKOB
»0BEHTa"» ayauT (MOHMTOPMHT) YCNoBMIA U 00BbEMOB OKa3a-
HWS MeMLIMHCKUX Ycnyr B cdepe oxpaHbl penpoAyKTUBHOIO
300p0Bbsl AETEN W NOLPOCTKOB Ha OCHOBE TpeboBaHwii no-
PSAKOB OKa3aHMsl MeAMLIMHCKOI NOMOLLM N0 NPOdUII «aKy-
LUEPCTBO M TMHEKONOTUs», «YPOJIOrUS-aHAPONIOrHs LeTCKas»
BbISIBUJT TEHAEHLMM, BaXKHBIE [ ONTUMU3ALMKM CITYKD oxpa-
Hbl penpoayKTMBHOIO 30,0POBbSA AeTeil 1 NoapocTKoB.. Cyue-
CTBEHHO, YTO 3TV AaHHble HEBO3MOXHO M3BJEeYb U3 AaHHbIX
roCyAapCTBEHHOM CTAaTUCTUYECKOI 0TYeTHOCTU. BMecTe ¢ TeMm
OHM HeobX0AMMBI [1J181 KOHTPONS KauyecTBa OKa3biBaeMoli Nno-
MOLLY NOZPOCTKAM.

BoisiBneHa TEHAEHLMS €XEroAHOr0 YBEIMYEHUS KO-
YeCTBa NMOCELLEHUI Ha OfHY [O/MKHOCTb Bpaya fae npu
MOJSIHOCTLIO YKOMMJIEKTOBAHHBIX LUTaTaX MpeXAae BCero 3a
CYET NOCeLLEeHuii ¢ NpodunakTyeckon Lenbto. OgHaKo faxe
YBENMYEHWE KOMYECTBA BPayell He rapaHTMpyeT BbICOKOMO
KauecTBa OKasaHUs MOMOLLM, MOKA OTCYTCTBYeT cucTeMa
1 MeXaH13M MOAroTOBKM CMeLManicToB A1 paboTkl ¢ Heco-
BepLueHHoneTHuMu B LIOP3I.

lNokasaTenu npodunakTUyeckon U nevyebHo-AUarHoCTU-
YecKoM paboTbl B pasHblX aAMMHUCTPATMBHBIX paioHax ro-
poaa TpebytT eAnHoi MeToA0N0rMM GOpMUPOBaHUS CIyXb
0XpaHbl PenpojyKTMBHOIO 3[0pOBbS LeTell U MOLPOCTKOB.
[lesTenbHOCTb BCEX CYLLECTBYIOLLMX CTPYKTYP AOJIKHA CO-
oTBeTCTBOBaTb TpeboBaHuam [Mopsaka N2 1130H. Otge-
neHust ¢ dyHKumoHanoM LIOP3M cnepyeT TpaHchopMupo-
BaTb B camocTosiTeNbHble KabuHeTbl MM B MONMHOLEHHbIE
LIoP31.

Tom14,N°4,2023
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Meavatp

CamocTosTenbHble KabuHeTbl Bpaua — aKyluepa-ruHe-
Konora Ansl HeCOBEPLLEHHOETHUX HU B A€TCKUX NOSMKIIMHU-
KaX, HU B YKEHCKUX KOHCY/bTaLMsX MOKa He MOryT B MOJIHO
Mepe obecreunTb Bce acneKTbl OXpaHbl PenpoAYKTUBHOMO
3p0poBbs, npeaycMoTpeHHble MopsagkoM N2 1130H. B Hux
HET YCOBUW A1 NOJHOLLeHHOW paboTbl, 0CHOBaHHOW Ha
KOMMNIEKCHOM Noaxofe. B To e BpeMs 3TU CTPYKTYphbl fo-
CTaTOYHbI AN OKa3aHWSA NMOMOLUM AeTAM NPeuMyLLecTBEHHO
B Bospacte fo 10 net. LieHTpbl oxpaHbl penpogyKTMBHOIO
300p0Bbsl MOJPOCTKOB SABMIAKOTCA BbICOKO BOCTpeboBaH-
HbIMK W NPeAnouTUTENbHBIMA A1 OKa3aHUS KOMI/IEKCHOM
(MeaMUMHCKOMN, NCUXONOTMYECKOM, CoLManbHOW, NpaBoBOM)
MOMOLLM MOJPOCTKaM, UMEKT BO3MOXHOCTU ANS JanbHei-
LUero pa3BuUTUs U 06A3aTeNIbHO LOMKHbI ObITb OpraHN30BaHbI
B KaXA0M afiMMHUCTPATMBHOM palioHe ropoja.

PEKOMEHAALUNU

1. [lns KOHTpONs KayecTBa OKa3blBaeMOW MOMOLLM MOA-
pocTKam HeobxoauMo yTBepauTb B MHMCTEPCTBE 34paBOOX-
paHeHus Poccuiickon Mefiepaumm cTaTMCTUYECKWE rocyaap-
CTBEHHble (hOPMbI MO MMHEKONOrMM LLETCKOr0 U HOLLECKOro
BO3pacTa W LLeTCKOM Ypomnoruu-aHAponorum Ha BCen TeppUTo-
puM cTpaHbl (cornacoBaHne GopM C rMaBHbIMU BHELUTATHBIMMU
cneumanuctamm MunuctepcTa 3apaBooxpaHeHus Poccuid-
ckoit Mefiepaumy Mo TMHEKONOMM JETCKOTO U IOHOLLIECKOT0
BO3pacTa W LETCKOM YpOnorun-aHaposiorun), C BKIKOYEHNEM
B HUX AaHHBIX 0 NPOGUNAKTUYECKUX MEAVLIMHCKUX 0CMOTpax
B [leKpeTUpyeMble BO3pacTa 1 BbIIBIEHHOM 3aboneBaeMocTH,
[aHHble 3aboneBaeMoCTi Mo 0bpalLaeMocTy, Wwratax, Koeu-
HOM (OHZE, BaKUMHALMW, CTALMOHApHOW MOMoOLUM, onepa-
TMBHOM paboTe, peabunuTaumu, KOHTpaLENLWK, CaHUTApHO-
NPOCBETUTENbCKOW paboTe. B cyLLecTByOLLMX CTaTUCTUHECKUX
(opMax AaHHble M0 MMHEKONOrUK SETCKOro M HOHOLLECKOro
BO3pacTa M AeTCKOW YPONorun-aHapoNiorun He0CTaTouHble,
OTCYTCTBYET BO3MOKHOCTb [1S1 PacLUMPEHHON BbIOOPKMY.

2. [InA OKasaHus BbICOKO MPodeccHoHanbHOW MOMOLLM
nogpoctkam B LIOP3I1 Heobxognmo pa3pabortatb cucteMy
M MeXaHW3M MOLTOTOBKW CMeuuanucToB Ais paboTkl ¢ He-
COBEPLLEHHOETHUMMY.

3. [Ins npuBeeHUs BCEX CYLLECTBYIOLLMX CTPYKTYP CITYK-
Bbl 0XpaHbl penpoyKTMBHOMO 3[4,0p0Bbsi NOAPOCTKOB CaHKT-
MeTepbypra K cooTBeTCcTBUIO TpeboBaHwi Mopsaka N2 1130H
Heobxoammo paspabotaTtb efuHyl0 MeToAonorui hopmu-
poBaHus CNy6 oxpaHbl penpofyKTMBHOTO 3[0pPOBbS AeTell
1 NOAPOCTKOB.

4. C uenblo opraHM3aLmMy OKasaHWs KOMMJIEKCHOM MOMO-
LUK NOAPOCTKaM HeobX0AMMO NpeaycMOTPeTb NONHbINA nepe-
YeHb JieyebHO-AMarHOCTUYECKUX MEPONPUATUIA ANarHOCTUKM
MHQEKLMI, NepeaBaeMbIX MOJIOBLIM MyTeM, bepeMeHHOCTH,
TMHEKOJIOrMYECKMX 1 YPOSTOrMYECKMX HapYLLEHWA U WX neye-
HWS, NOIHOLIEHHOT0 AWCTIAHCepHOro HabnoaeHus, peabunu-
Taumm.

5. Paspabortatb MeToamueckue Matepuanbl ang pabotbl
C NOLPOCTKaMM Mo NPOGUNaKTUKe MHAEKLMIA, NepeAaBaeMbIX
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MosoBbIM NyTeM, 6epeMEHHOCTM, OCHOBHBIX MMHEKOornye-
CKMX M YPOJIOrNYECKUX HapyLLEHWIA, 30,0pOBOMY 00pasy u3-
HU, HOPMUPOBaHHUIO 30,0POBLIX PEMPOLYKTUBHBIX YCTAHOBOK,
$hopMMPOBaHMIO 30,0POBOTO OTHOLLEHUS K CEMEeNHbIM LiEHHO-
CTSIM 1 OTBETCTBEHHOTO POAMUTESIBCTBA.

AOMOJIHUTE/IbHAA UHPOPMALIUA

Bknap, aBTopa. ABTOp BHEC CYLLECTBEHHbIN BKNAA B pa3paboT-
Ky KOHLIeNuuM, NpoBefieHne UCCNefoBaHNs U MOAFOTOBKY CTaTby,
npoyna v ofobpuna duHanbHyo Bepcuio nepes nybamKkaumen.

KoHdnuKT uHTepecos. ABTOp AeKnapupyeT 0TCYTCTBUE SBHbIX
1 NOTEHLMANbHBIX KOHQIIMKTOB MHTEPECOB, CBA3aHHbIX C NybnnKa-
LiMeil HacTosILLIEN CTaTbK.
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HoBopo)xaeHHOMY pe6eHKy Hy)XHa onepauus: MOXKHO
NIA CHU3UTb PUCK NocneonepaLuoHHO CMepTHOCTH?
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AHHOTALNA

AkTtyanbHocTb. TpaguUMOHHO CYMTAETCS, YTO CMEPTHOCTb AeTeN, MPOONepupoBaHHbLIX B NepBble AHU YKW3HM, 3aBUCUT OT TA-
JKECTM BPOX/EHHOr0 MOPOKa PasBUTUS U CPOKA recTaLym.

Llenb — aHanu3 npuuuH cMepTv LeTeli B nMepuoje HOBOPOXAEHHOCTU, MOC/e OnepaTUBHbIX BMELLATeNbCTB, MPOBEAEHHbIX
B NepUHaTanbHOM Nepuoje, Ans pa3paboTu KOMMIEKCa Mep M0 CHUKEHWUO CMEPTHOCTH.

Matepuanbl U Metogapl. [TpoBeseHO PETPOCMEKTUBHOE UCCE0BaHUE MeXAY ABYMS rpynnaMu: B OCHOBHYK Fpynmy BOLU-
nmn 77 HOBOPOXAEHHBIX, KOTOpbIM B [lepuHaTanbHoM LieHTpe CaHKT-[leTepbyprckoro rocyAapcTBeHHOr0 neauaTpuyecKoro
MEJMLMHCKOrO YHUBepcuTeTa OblNo BbIMOMIHEHO OMEepaTMBHOE BMELLATEbCTBO B MepuHaTanbHoM nepuone (nepsble 168 y
BHEYTPOOHOI M3HM) U NOrubLIKMX B NepBble 28 AHEN KMU3HW, B KOHTPOSIbHYIO rpynny — 287 peTeld, NpoonepupoBaHHbIX
B NepuHaTanbHOM NMEpUOAE 1 NepeXuBLUMX 28 oHEN.

Pe3ynbTathl. YcTaHOBNEHO, YTO MpPUYMHON CMepTU Bonee YeM MONOBMHBI HOBOPOXZAEHHbIX, MPOOMNEPUPOBaHHLIX B Ne-
pUHaTaNbHOM Nepuofe, ABNAITCA WHOEKUMOHHbIE areHTbl (BUpYCh, bakTepun W ux couyeTaHus). VHbeKUMOHHBIA npouecc
YTSXKENseT TeyeHue NOoCNeornepaLMoHHOr0 Mepuofa U YBEIMYMBAET KOMMYECTBO OCOXKHEHMIA OCHOBHOrO 3aboneBaHus,
4TO B pe3ysnibTaTe W NPUBOAMT K rnbenm pebeHKa B nepuose HOBOPOXAEHHOCTU. 3HAUUTENbHbIN BKNA, BHOCAT: XaMuUanAHas
WHEKLMA, TOKCONA3MOo3, LIUTOMEranoBupycHas MHOeKUMA U MHdeKuuns, BbisBaHHas Herpes simplex 1-ro u 2-ro Tvnos.
Hanbonee yacto NpUuMHOM CMEPTM HOBOPOXKAEHHBIX B MOCNEONepaLYoHHOM Mepuose ABNIANUCh MUKPOOPraHU3Mbl ceMeld-
cTBa Staphylococcaceae, popa Mycoplasma, a Takke Klebsiella pneumoniae v Enterococcus faecalis.

BoiBogpl. [puunHoii cMepTut y 6o1ee NOMOBUHLI HOBOPOXAEHHBIX, MPOONEPUPOBaHHBIX B MEPUHATAIbHOM NEPUOSE, ABNSIOTCS
MHEKLMOHHbIE areHTbl (BUpYChI, baKTeEpUM U UX coueTaHmsl). HPEKLMOHHBIN NpoLiecc YTSKEeNseT Te4eHWe noceonepaLm-
OHHOTO MepMUoaa U YBEIMUMBAET KOSIMYECTBO OC/IOXKHEHWI OCHOBHOIO 3ab0/ieBaHus, YT0 B pesynbTate U NPUBOAMT K rubenm
pebeHKa B NMepuofe HOBOPOXAEHHOCTU. BbicOKas yacToTa pacnpoCTpaHeHHOCTM B MONyAsuuW, MHOWULMPOBaHMS Mocnefa,
TKaHemn 1 OpraHoB MN0AQ, a TaKXKe BbICOKas PoJib B reHe3e CMepTH y HOBOPOXAEHHbIX FOBOPST 0 HeobxoamMocTv NpoBefe-
Hus obcnenoBaHua Ha Human herpesvirus 1-ro u 2-ro TunoB, Chlamydia trachomatis, Toxoplasma gondii v Cytomegalovirus
y BepeMeHHbIX C NpeHaTanbHO AMarHOCTUPOBAHHBIMU BPOXEHHBIMU MOPOKAMU Pa3BUTUA U Y HOBOPOXAEHHDIX, HYXAal0-
LUMXCS B MPOBEAEHWM ONEPATUBHOTO JIEYEHNS B NEPUHATANbHOM Nepuoje.

KnioueBble cnoBa: MnaneHel; HOBOPO)K,U,EHHbIVI; 6ep9MEHHOCTb; recTalWOHHbIN BO3pacT; unToMeranoBmpycHasa MHCI)EI-(UMFI;
I'IOCJ'IGOI'IepaLI,MOHHbIﬁ rnepuoa.
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Newborn baby needs operation: is it possible
to reduce the risk of postoperative mortality?
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ABSTRACT

BACKGROUND: It 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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OPYTVHATIBHBIE CTATBN

AKTYAJIbHOCTb

TpaAMUMOHHO cuMTaeTcs, YTO CMEepTHOCTb AeTel, Mpo-
ONepUpOBaHHBIX B MEPBbIE JHW XU3HW, 3aBUCUT OT TSKECTH
BPOX/EHHOMO MOpOKa pa3BUTUS M CpoKa rectauuu [2, 5].
Pan aBTopoB [3, 4] 0TMEYalT pofb Pa3/IMYHbIX areHTOB:
rpUBKOBBIX, HaKTepManbHbIX, BUPYCHbIX, @ TaKXKe XopHUoaMm-
HWOHMT y MaTtepy. [Ipun 3TOM OCHOBHbIE MCCNE0BaHWA MNo-
CBAILLEHbI pa3paboTKe HOBbIX ONepPaTUBHBIX METOAMK, CPOKaM
onepaTUBHOrO BMeLLATeNbCTBa U PapMaKoNor1yecKoii accu-
creHum [1, 2, 5].

Lene uccnedosaHuss — aHanu3 NpUYMH CMepTU AeTei
B Nepuozie HOBOPOXAEHHOCTH, MOCe OnepaTuBHbIX BMeLla-
TENbCTB, NPOBEAEHHbIX B NEPUHATANIbHOM MepUoje.

MATEPWAJIbI U METOAbI

lpoBeaeHo peTpoCneKTUBHOE UCCNIeA0BaHNE MEXAY ABY-
MS rpynnaM1 HOBOPOX/EHHbIX, KOTOPOE BKJIIOYANO0 aHanm3
AaHHBIX MeAMLIMHCKON AOKYMEHTaUUK LeTeid, MPOXOAMBLLINX
Neyenue B [epuHaTtanbHoM ueHTpe CaHKT-lleTepbyprckoro
rocyLapCTBEHHOr0 NeAMaTPUYECKOro MeAMLMHCKOrO YHU-
BepcuTeTa (POAOBCNOMOraTeslbHOE YYPEXAEHWE TPETbEro
ypoBHS). B 0cHOBHYt0 rpynny Bowumn 77 HOBOPOXLEHHbIX, KO-
TOpbIM ObI10 NPOBEAEHO OMEepaTUBHOE BMELLATENLCTBO B Ne-
pUHaTanbHoM nepuoge (nepsble 168 4 BHEYTPOOHOM HU3HM)
¥ normbLumnx B nepBble 28 AHEN XU3HU. B KOHTPONbHYIO Mpyn-
ny Bowwu 287 netein, NpoonepupoBaHHbIX B NepUHaTanbHOM
nepuoae 1 NepexmBLLnX 28 oHen.

MpyUumMHBI NPOBEAEHNS XMPYPrUYECKOr0 BMELLIaTeNbCTBA
B OCHOBHOM M KOHTPOJIbHOMW rpynnax CTaTUCTUYECKW 3Hauu-
MbIX pa3fnumii He UMenu. BpoxaeHHble MOPOKM pasBUTMS,
[MarHoCTMpOBaHHbIE B UCCNEAYeMbIX rpynnax, NpeacTasse-
Hbl B Tabn. 1.

Ta6bnuua 1. AHoManum passuTHA y AeTeil UcCrieAyeMbIX rpynn
Table 1. Congenital anomalies in children of the study groups
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3 BpoXKAEHHBIX NOPOKOB Pa3BUTUS XeNyA04HO-KULLEY-
HOro TPpaKTa bblAM AMarHoOCTMpPOBaHbI aTpesny NULLEBOAA, ABe-
HaALaTUNEPCTHOW KULLKY, TONCTOW W TOHKOW KMLLKK, aHyca.
lMopoky cepaeyHo-cocyaucTon cucTeMbl bbinn npeacTaBne-
Hbl BPOX[EHHBIMM MOPOKaMW CepAaLa, KoapKTauuen aopThl,
aHeBpK3Moi BeHbl laneHa. HoBoobpasoBaHus bbinm nokanu-
30BaHbl B OPIOLLIHOM NONOCTY, FPYLHOM NOMOCTM, MaJIoM Tasy,
nonoctu yepena. Cpean NOPOKOB LIEHTPaNIbHOM HEPBHOM CH-
CTeMbI Dbl 0TMEeYeHbI: FuapoLedanys, paxuciLmsuc (Myeno-
LeNneMeHVHroMuesnoLene, MeHUMHroMUenopagukynowene)
KpaHuoLum3uc (3aTbIIoYHOe MeHUHIoLene, aHuedanoLene, aH-
uedanoMeHnHrouene, kKpaHuoBepTebpanbHoe MEHUHTOLENE)
cuHapoM ApHombaa — Kuapw, cybanenguManbHas Kucta
JKenynouKa Mosra.

Y Bcex HOBOPOXAEHHbIX, MOTMOLLMX B NEPUOE HOBOPOXK-
AEHHOCTM Noc/e onepaLyy, BbiMONHEHHO! B NepUHaTabHOM
nepuoge, npoeefeH aHanu3 npuumH cmeptn. 06biuHO mpw
onpefeneHnn NpUiMHBI CMepPTH ONPeAeNsioT 04MH 0CHOBHOM
[MarHo3, ocTasbHble AWMarHo3bl U COCTOSIHUA BbIHOCAT B OC-
NoXHeHus, hoHOBbIE U CONYTCTBYtOLMe 3aboneBaHus. B cy-
yae CMepTu B MepuoL HOBOPOXAEHHOCTU MPU BbISCHEHUH
MPUYMHBI CMEPTU B PAAE CUTyaLMii BbiKM AUarHOCTMPOBaHbI
[Ba KOHKYpUPYILLMX AWarHo3a, HanpuMep: «BPOXAEHHbIN
MOPOK PasBUTUSA» UM «FEHETUMECKUIA CUHAPOM W BHYTPUYT-
pobHas uHderumsa». CooTBETCTBEHHO, OAMH U3 BapMaHTOB
OKOHYaTeNIbHOro AWarHo3a 3Bydyan creytowmm obpasom:

«0OcHoBHoe 3aboneBaHue: Q21.2 BpoxAeHHbIN MOPOK
cepaua, AedeKT npefcepAHO-3KeNyL04KOBOW NEPEroPOaKH.

CoyeTaHHoe 3aboneBaHue: reHepanu3oBaHHas BUpYC-
Ho-baKTepuanbHas MHOEKUMS C NPeuMyLLecTBEHHbIM Mo-
Pa)KEHWEM MeYeHM, FOJIOBHOTO MO3ra, JNETKUX, XHeNyaou-
HO-KMLUIEYHOro TpaKTa 1 cepAua (MMMYHOrUCTOXUMUYECKM:
BMPYCMPOCTOr0 repneca; BUPYCONOrMYecku: BUPYC NPOCTOro
repneca; baktepuonoruyecku: Staphylococcus haemolyticus).

OcHoBHas rpynna /

Mokasatens / Indicator Main group (n = 61)

Cratuctuyeckas 3HaummocTb /
Statistical significance

KoHTponbHas rpynna /
Control group (n = 238)

CepneuHo-cocyaucTas cucteMa /

0,
Cardio-vascular system 36 G9.0%)
LleHTpanbHas HepBHas cuctema / N
Central nervous system
enynouHo-KuLeyHbIit TpaKT/ 0
Gastrointestinal tract 11,6%)
[ladparManbHas rpbixa / 0
Diaphragmatic hernia 2(33%)
HoBoobpa3soBaHus / 1(1.64 %)
Neoplasms
MHoxecTBeHHble aHoManuu / 20 (32,8 %)

Multiple anomalies

Konuuectso onepauuit /

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

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

57 (24,0 %) Y = 29,03; p < 0,000
51 (21,4 %) Y = 22,24; p < 0,000
25 (10,5 %) \2 =3,03; p = 0,082
22 (9,2 %) \¢ =522 p=0022
6 (2,5 %) Y = 56,53; p < 0,000

1,692 + 1,144 (1-7) p=0,024
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Ta6nuua 2. MprumHa CMepTH HOBOPOXKAEHHBIX, MPOONEPUPOBaHHbIX B NepUHaTaNbHOM Nepuofie
Table 2. Cause of death of newborns operated on in the perinatal period

[Ilnarno3 / Diagnosis

KonnuectBo HoBopoXAeHHbIX (% BbiABNEHMS) /
Number of newborns (% detection) (n = 77)

BpoxaeHHble nopoku passutus / Congenital malformations

PecniupatopHbIi auctpecc-cuHapoM / Respiratory distress syndrome

WNHdekumoHHbIe NpuunHel / Infectious causes
13 Hux: / of them:

* BUpycHas uHdekums / viral infection
« OakTepuanbHas uHobekums / bacterial infection

* BUpycHO-baKTepuanbHas uHdekuus / Viralbacterial infection

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

18 (23,4 %)
3@.9%)
25 (32,5 %)

OcnoxHeHusa ocHoBHOro 3abonesanus: [IBC-cunopomM —
BHYTPWKENYL04KOBbIE KPOBOW3USAHUSA C NPOPLIBOM B TKaHb
rO/I0BHOrO MO3ra, BEHO3HOE MOJSIHOKPOBME W MHOMECTBEH-
Hble KpPOBOM3/UAHUS BO BHYTPEHHWUX OpPraHax, CMeLLaHHble
TpOMObI B COCYAaXx MUKPOLMPKYNIATOPHOrO pycna, AUCTpo-
GuyecKme U3MeHeHUs U HEKPO3 HedPOTeNINA M3BMTLIX Ka-
HambLeB MOYKM, 04arn HEKPO30B HAAMOUYEYHUKOB, OYaru -
MOKCMYECKMX HEKPO30B U KPOBOM3NUAHUA B O€IOM U cepoM
BeLLLeCTBe TKaHW ro/I0BHOr0 Mo3ra.

ConyTcTBylowme 3aboneBaHus: KCTPEManbHO HU3Kas
Macca Tena npu poXAaeHuu. ATenekTasbl U OUCTENEKTasbl
NErKUx».

B Tabn. 2 npeacraBsnieHa YacToTa BCTPEYaeMOCTH OCHOB-
HbIX MPUYMH CMEPTW Y LLeTeln OCHOBHOW rpynmbl TPeTbero
3Tana uccnefoBaHuA. B ciyyae KOHKypUpYHOLLEro auarHo3a
YKa3aHbl 06a 3aboneBaHus.

Takum obpa3oM, bonee MoOMOBUHLI HOBOPOXAEHHBIX,
MpoONEepPUPOBaHHbLIX B MepuHaTanbHOM nepuoge, norubnu
OT MHPEKLMOHHBIX NPUYMH (BUPYCHOM, BaKTepuanbHoM, Bu-
pycHo-6aKTepuanbHoi MHdeKummn). MH EeKLMOHHBINM npouecc
YTSOKENSAET TeYeHue NocneonepaLyoHHOro nepuoaa u yee-
JINYMBAET KOSIMYECTBO OCSIOMHEHUI OCHOBHOrO 3aboneBaHus,
4TO B pe3ysnbTaTe W NPMBOAUT K r1benu pebeHKa B nepuoae
HOBOPOX/AEHHOCTH.

PE3Y/IbTATbI UCC/IEAOBAHUA

Y Bcex HOBOPOXAEHHBIX, NOrMbLIMX B MepUoge HOBOPOX-
AEHHOCTU NOC/e OnepaLym, BbIMOSHEHHOW B NEpUHATaNbHOM
nepuofe, NpoaHanu3MpoBaHO BUPYCHOe M bakTepuanbHoe
MOpaXKeHWe OpraHoB M TKaHel HOBOPOMIEHHbIX LETel,
YCTaHOBJIEHHOE BO BPeMS NaToMopdoNIor1ieckoro Uccnepo-
BaHus. [TocTMOpTanbHOE Hanuune B KPOBU HOBOPOMLEHHbIX
(ocHOBHO# rpynnbl TPETLErO 3Tana MCCeLoBaHMs) UMMYHO-
rnobynuHos Knacca G (IgG) npefcTasneHo B Tabn. 3.

Mo AaHHBIM Tabn. 3 MoXHO cAenatb CnefyloLiye BbIBO-
Abl. 1gG K Chlamidia trachomatis BbisiBneHbl y 13 % HoBo-
POXAEHHBIX, NOrMOLIMX Nocsie NPOBeLEHHOM0 B NepuHaTab-
HOM Mepuofe onepaTUBHOrO JieueHus. pu 3ToM Bo BpeMs
DepeMeHHOCTW AaHHbI BO36yauTenb Obli BbISBNEH TOMb-
KO y O[JHOM MauMeHTKU. XNaMMAMOo3 y Hee Dbln NponeveH,

DOl https://doiorg/10.17816/PED14485-92

W [lanee H1 NopaxeHns Nocneaa, Hu MHGUUMpOBaHUs Nnoaa,
HW BblsiBNeHUs 1gG B KPOBM HOBOPOXAEHHOMO HE OTMEYEHO.
Bce nposBnenns MHEKUMOHHOMO npolecca y nnoja U Ho-
BOPOX/EHHOI0 ¥ MPU3HaKM NEPeHECEHHON MHAEKLMM Bbln
[VMarHoCTUpOBaHbl TOJBKO Y TeX AeTel, y MaTepeit KoTopbix
BO BpeMsl 6epeMeHHOCTM AaHHas MH(EeKUMA He AMarHoCTU-
poBaHa. py 3TOM criepyeT 0TMETUTb, YTO XJTAMUAUAHAA UH-
(beKums y MaTepu (0 KOTOPON CBMAETENLCTBYIOT IgG B KpoBM
HoBopoXaeHHbIX aeTel) B 80 % cryyaeB BbI3bIBAET Nopaxe-
HWe N/aLeHTapHOr0 KOMMMEKca (XNaMUanAHBIA NNaLEeHTHT),
u panee B 70 % cnyqaeB — xnamMuamiiHoe NopaxeHue opra-
HOB U TKaHel pebeHKa (MHeBMOHMS, MEHWHIUT, 3HUedanur).
Takum o06pa3oMm, MonyyeHHble [aHHbIe eLue pa3 MOATBepH-
AawnT HeobxogumocTb obcnefoBaHus GepeMeHHbIX Ha
C. trachomatis ¢ y4eTOM BbICOKOM YacTOTbl MOPaXKeHUs Nna-
LieHTapHOr0 KOMMJIEKCa W NioAa npu Hannyum MHQUUMpoBa-
HWsl MaTepK, a TakKe BbICOKOM 3PDEKTUBHOCTM Tepanum.

Toxoplasma gondii BbissBNeHa npu GepeMeHHOCTM
y 2 (2,6 %) naumenTok. IgG K T. gondii onpeaeneHbl y 34 %
HOBOPOXEHHbIX, YTO FOBOPUT O TOM, YTO MCTUHHAA pac-
MPOCTPaHeHHOCTb TOKCOMasMo3a B nomynsuum bepemeH-
HbIX FOPa3fo BbILLE, YeM BbISBSETCA B HACTOSAILLEE BPEMS.
OpHaKo criepyeT 0TMETUTb, YTO NOPaXeHWe Nocneaa He bbino
BbISIBIEHO HW B OJJHOM M3 NPOaHaNM3MpOBaHHBIX CIy4aes.,
a MHEKLMOHHBIN NPOLIeCC Y HOBOPOXKAEHHbIX — B 4 % cny-
yaeB (He coBnafanu co Cly4asaMu BbISIBNIEHUS TOKCOMNA3Mo-
3a 'y bepeMeHHbIX). [py 3TOM B 0AHOM M3 3TUX Ciy4aeB pebe-
HOK norub oT reHepannM30BaHHOM reprec-ToOKCOMNIa3MeHHOM
MH(EKLMM C NMPeUMyLLECTBEHHbIM MOPaKEHUEM T0fI0BHOIO
MO3ra, JIerkux, neyenu, cepaua. CnepfosatensHo, npu fo-
CTaTO4HO BbICOKOM HeMarHoCTUpPOBaHHOM pacrpocTpaHeHuu
TOKCOM/a3Mo3a B NoNyNsALMM NopaXeHue Nioja BCTpeyaeTcs
PeAKo, HO MpU 3TOM He UCKJIIOYEHO 3aboneBaHue ¢ fieTanb-
HbIM MCXO[L0M, 4TO [ienaeT LenecoobpasHbiM 0bcnesoBatHue
Ha T. gondii NauMeHTOK M3 Tpynn pucKa, B TOM YuCe TeX,
HOBOPOXAEHHBIM [eTAM KOTOpbIX NPeACcTouT onepaTuBHOE
neyeHme.

Cytomegalovirus 6bin BbisiBNEH npu GepeMeHHOCTM
y 8% naumentok. IgG Kk Cytomegalovirus onpeneneHbl
noutn y 80 % HOBOPOXAEHHBIX, YTO TaKKe FOBOPUT O TOM,
YTO MCTMHHAs 4acToTa LMTOMEranoBUpYCHOM MHbeKUUK
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Ta6nuua 3. VIMMyHornobynuHbl knacca G B KpoBM HOBOPOXKAEHHBIX (N = 77), MHDEKLMOHHbINA NpoLecc, AUarHoCTUPOBaHHbINA Y HOBOPOX-
JEHHbIX U y MaTepeii Bo BpeMsi 6epeMeHHOCTH, 1 HafnuKe NopaXkeHus nocneaa

Table 3. Immunoglobulins of class G in the blood of newborns (n = 77), an infectious process diagnosed in newborns, in mothers during

pregnancy and the lesion of the afterbirth

Hanuume 1gG B kposm
HOBOPOX/EHHBIX /
IgG in the blood of

MukpoopraHuameil /
Microorganisms

WHdekumonHbIn npouecc / Infectious process

npyu 6epeMeHHoCTH /

Yy HOBOPOXKAEHHbIX /
in newborns

B nocnege /
in the afterbirth

newboms during pregnancy
q’”’”"” herpesvirus 68 (88,3 %) 33,9 %) 49 (63,7 %) 27 (35,1 %)
-ro v 2-ro TMnoB
Cytomegalovirus 61(79,2 %) 6 (7,8 %) 15 (19,5 %) -
Toxoplasma gondii 26 (33,8 %) 2(2,6 %) 3 (3,9 %) -
Chlamidia trachomatis 10 (13,0 %) 1(1,3 %) 79,1 %) 8 (10,4 %)

Ta6nuua 4. YacToTa BbiSBNEHWS BPOXAEHHbIX NOPOKOB Pa3BUTUS y fieTel Npu Hanuumm u otcyteTeum IgG k Human herpesvirus
Table 4. The frequency of detection of congenital malformations in children with and without IgG to Human herpesvirus

BpoxaeHHbIN NopoK passutus /
Congenital malformations

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

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

CraTUcTUYecKas 3HauMMOCTb /
Statistical significance

MopoK cepaua 1 KpyMHbIX cocynos /
Heart and great vessels

[nacdparmanbHas rpbixa / Diaphragmatic hernia
MopoK noYeK M HapyLeHusi o6MeHa BellecTs /

Kidney and metabolic disorders

MHo3KeCTBEHHbIE aHOManUM U FeHeTUYECKUE CUHAPOMBI /
Multiple malformations and genetic syndromes

37 (54,4 %) 3(33,3%) Y2 =082 p =036k
22,9 %) 1(11,1 %) 2 =172 p=0,273
22,9 %) 1(11,1 %) X2=172;p=0,273

12 (17,6 %) 2.(22,2%) \2=0,26; p = 0,624

y bepeMeHHbIX ropa3fo Bbille, YeM BbisiBnisieMast. [lpu aTom
nopaKeHus NNaLeHTapHOro KOMMJIEKCa B UCCNeLyeMO rpyn-
ne He 3aduKcMpoBaHo, Toraa Kak Cytomegalovirus BoisiBneH
B OpraHax 1 TKaHsX HOBOPOXAeHHbIX aeTer B 20 % cnyyaes.
LutomeranoBupycHas uHdeKumns Obina ycTaHOBMIEHa Kak
0AHa u3 npuunH cmepTu y 10 peteit (BUY-accoummpoBaHHas
MHbEKLMA C NPOSBNEHNEM APYTUX BUPYCHbIX MHOEKLMA —
Human herpesvirus, Cytomegalovirus; nHdexums ¢ nopaxe-
HWEM roJIOBHOI0 MO3ra, JIErKUX, MeYeHM, JeNyA04HO-KULLeY-
HOro TPaKTa, NOYEK, CEPALA, CNIOHHBIX enes). Y aTux feteil
CMepTb HacTynana oT BPOXAEHHbIX NOPOKOB Pa3BUTHSA U UH-
(EKLMOHHBIX OCNOXKHEHWWA. TakuM obpa3oM, Heobxoaumo
npoBoauTb 06Cej0BaHNe Ha HanMuMe LUTOMEraioBUpYCHOM
MHbEKLMM y BepeMeHHbIX, Y MI0J0B KOTOPbIX MpeHaTasbHo
AVarHoCTUPOBaHbI NMOPOKYW Pa3BUTUS, @ TaKXKe HOBOPOXKAEH-
HbIX JeTel, HYXAAKLMXCA B 0NepaTMBHOM JIeYeHWU B nepu-
HaTasbHOM NepUoAe AN CBOEBPEMEHHOIO PeLLeHIs Bonpoca
0 NpoBeJieHUM NPOTMBOBUPYCHOM Tepaniu.

H. herpesvirus 1-ro u 2-ro TMNOB Obl NpeHaTasbHO
BbISIB/IEH TOMbKO Y 4 % JKEHLUMH, YTO CBA3aHO C OTCYTCTBU-
€M pYTUHHOro obcnepoBaHus y NonynsaumMm 6epeMeHHbIX.
Mpu 3toM IgG K H. herpesvirus BbisiBneHbl Y 88 % HoBo-
POXAEHHBIX, YTO KOCBEHHO CBMAETENLCTBYET 06 UCTUHHOM
pacnpocTpaHeHUM [aHHOro Bo3byauTens B MONyNALMM.
lMopaxeHue nocnesa otMeyeHo B 35 %, nopaxeHune opraHoB
1 TKaHel HOBOPOXAEHHbIX B 64 %. OHOM 13 NpuymH rbenu
H. herpesvirus nocnyxmn y 35 geteid, yto cocTasnset 45,5 %,
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OCHOBHOM npuuuHon rubenn — y 10 (13 % peteit). Mony-
UeHHble [aHHble CBMAETENbCTBYIOT 0 HeobxoauMocTH npo-
BefeHus obcneaoBanus Ha H. herpesvirus 1-ro u 2-ro TMNos
Yy BepeMEHHBIX KEHLLMH C NPeHaTabHO AUarHOCTMPOBaHHbI-
MV BPOXEHHBIMU NOPOKaMM Pa3BUTUA U Y HOBOPOXKAEHHbIX,
HYX[AOLWMXCS B NPOBEAEHUN ONEepaTUBHOIO NeYeHuns B ne-
pUHaTaNbHOM Nepuoge.

YacToTa BbISIBNEHUS BPOXIEHHBIX MOPOKOB Pa3BUTUS
y AeTen npu Hanmumm 1gG K pasnnyHbiM Bo36yauTenam npea-
CcTaBfeHbl B Tabn. 4-7.

lpu aHanu3e gaHHbIX Tabn. 4—7 0TMEYEHO, YTO CTaTUCTH-
YECKM 3HAUYMMBbIX Pa3iNymiA B YACTOTe BbISIBEHUS BPOXAEH-
HbIX aHOMauiA onpeLefieHHoN NIoKanu3aLuum B 3aBUCMMOCTH
OT MH(EKLMOHHOIO NpoLecca, NepeHeceHHoro Bo BpeMs be-
PEMEHHOCTH, He 0BHapYKeHO.

Bo Bpemsa naTtoMopdonornyeckoro ucciefoBaHUs Ho-
BOPOXAEHHBIX ObINM BbIMOMHEHBI NOCEBbI HA CTEPUNBHOCTL
KpOBM, a TaKKe OTMEYaTKOB MOBEPXHOCTU M W3 MOJOCTEV
OpraHoB (MeyeHu, ceneseHKu, OPOHXOB, NErkux, cepaua, ro-
IOBHOTO MO3ra, KULWeYHWKa). bakTepuansHas ¢nopa, nony-
UeHHas npu nocesax, npepacTaseHa Ha puc. 1. CeMeiicTBo
Staphylococcaceae 6bino npepcTaBneHo S. epidermidis,
aureus, warneri; ceMenctBo Streptococcaceae — Strep-
tococcus viridans v haemolyticus; popn Pseudomonas —
Pseudomonas aeruginosa (CMHerHomHas nanouka) u putida;
ceMelictBo Mycoplasmataceae — Mycoplasma pneumoniae
u genitalium, Ureaplasma urealyticum v parvum.
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Ta6nuua 5. YacToTa BbIsSBNEHUS BPOXAEHHbIX NOPOKOB PasBUTUS y AeTel npu Hanuumm u otcytetaum Ig G k Cytomegalovirus
Table 5. The frequency of detection of congenital malformations in children with and without IgG to Cytomegalovirus

BpoxaeHHbIi nopok passuTtus / lgGectb/lgGare | IgGHer/IgG | CraTucTUyeckas 3Ha4MMOCTb /
Congenital malformations present (n = 61) absent (n = 16) Statistical significance
lMopoK cepaua 1 KpynHbIX cocyAoB / 0 0 - o
Heart and great vessels 33 (54,1 %) 7(43.8%) X' =0.61;p=0267
[nacdparmanbHas rpbixa / Diaphragmatic hernia 2(3,3%) 1(6,3 %) X% =3,29; p=0,070
lMopoK noyek u HapyLeHus obMeHa BellecTs / 2(33%) 1(6,3%) Y= 3,29; p = 0,070

Kidney and metabolic disorders

MH03KeCTBEHHbIE aHOMasM U FeHeTUYECKUE CUHAPOMBI / 0 0 2N .
Multiple malformations and genetic syndromes 11(18,0 %) 3(18,8%) X' =003 p=0861

Tabnuua 6. YacToTa BbIsIBNIEHWS BPOXAEHHbIX NOPOKOB PasBUTUS y fieTel npu Hanuumm u otcyteTeum IgG k Chlamidia trachomatis
Table 6. The frequency of detection of congenital malformations in children with and without IgG to Chlamidia trachomatis

BpoxaeHHbIi nopoK passuTtus / lgGectb/lgGare | IgGHer/IgG | CratucTuyeckas 3HAUMMOCTb /
Congenital malformations present (n = 10) absent (n = 67) Statistical significance
MopoK cepaua 1 KpynHbIX cocynos / 21
Heart and great vessels 7(70,0%) 33 (49,3 %) X' =1.43;p=0234
[nacdparmanbHas rpbixa / Diaphragmatic hernia - 3(4,5%) x> =0,87; p=0,391
lMopoK noyek M HapyLeHusi o6MeHa BeLlecTs / B 345 %) Y= 0,87; p = 0,391

Kidney and metabolic disorders

MHOXeCTBEHHbIE aHOManuu U reHETUYECKUE CUHAPOMBI / 0 0 2o .
Multiple malformations and genetic syndromes 2(20,0%) 12(17.9 %) X =002 p=0891

Ta6nuua 7. Yacrora BbISIBNEHUS BPOXKEHHBIX MOPOKOB pa3BuTUA y ieTelt npu Hanuumum v otcyTeteum Ig G k Toxoplasma gondii
Table 7. The frequency of detection of congenital malformations in children with and without g to Toxoplasma gondii

BpoxaeHHbIi nopok passutus / lgGectb/IlgGare | IgGHer/lgG | CratucTuyeckas 3HauMmocTb /
Congenital malformations present (n = 26) absent (n =51) Statistical significance
lMopoK cepaua M KpynHbIX cocyfoB / 0 0 9 o
Heart and great vessels 17654%) 23 (45,1%) X' =2,61;p=0,106
[nacdparmansHas rpsixa / Diaphragmatic hernia 1(3,8 %) 2 (3,9 %) x> =10,00; p=0,974
lMopoK noyek u HapyLeHus obMeHa BeLlecTs / 13.8%) 239 %) ¥ = 0,00; p = 0,974

Kidney and metabolic disorders

MHOKeCTBEHHblE aHOMasM U FeHETUYECKUE CUHAPOMBI / 0 0 2 _N9E. =
Multiple malformations and genetic syndromes & (15,4 %) 10.19.6 %) X =025 p = 0,622
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Staphylo- Klebsiello ~ Entero- ~ Myco- ~ Strepto-  Pseudo-  Acineto-  Esche-  Cryseo-  Entero-  Stenotro- Micrococ- Citrobacter Burkho Moraxella Mycobac-  Bacillus
coccus  pneumo-  coccus  plosma  coccus  monas  bacter  richia  bacterium  bacter - phomonas cus luteus deria  osloensis  terium  spp.
nice  faecalis aeruginosa baumannii ~ coli  indolo-  cloacae maltaphilia contani- kansas
complex genes nans

baktepuansHas dnopa / Bacterial flora

Puc. 1. baktepuanbHas dnopa, nony4eHHasi Npu NaTosor0aHaTOMUYECKOM WUCCNe0BaHM HOBOPOXAEHHbIX
Fig. 1. Bacterial flora obtained by post-mortem examination of newborns
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Klebsiella ~ Staphylococcus ~ Mycoplasma-  Enterocaccus ~ Acinetobacter  Streptococcus P, aerugenosa  Micrococcus Citrobacter Enterobacter
pneumoniae tacege faecalis ~ baumannii complex luteus cloacae

baktepuansHas dnopa / Bacterial flora

Puc. 2. bakTepuanbHas dnopa — NpuYMHa CMepPTU HOBOPOXAEHHBIX

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

Hanbonee uacto npu natoMopdonormyeckoM uccre-
[I0BaHUM HOBOPOXAEHHbIX BbLIABASNN MHPULMpPOBaHME
MWKpoopraHusMammn cemeiictBa Staphylococcaceae, popa
Mycoplasma, a Takxe Klebsiella pneumoniae v Enterococcus
faecalis. Mpu 3TOM cnepyeT 0TMETUTD, YTO UMEHHO OHM U SIB-
NANUCH Yalle APYruX OaKTepuanbHbIX areHTOB MPUYMHOIA
CMEepT HOBOPOXJEHHbIX B MOC/E0NepaLMoHHOM nepuofe
(puc. 2).

BbIBO/bl

1. MpnunHoi cMepTu y 6oniee MONOBUHBI HOBOPOXAEH-
HbIX, MPOONEPUPOBaHHLIX B MepWUHaTanbHOM Nepuoje, AB-
NATCA MHAEKLMOHHbIE areHTbl (BUpYCbl, bakTepuu u ux
coyeTaHusl). VIHDEKUMOHHBIN NpoLecc YTAXEeNseT TeyeHue
MocneonepaLmnoHHOro Nepuoaa U yBeIMUMBaeT KOIMYECTBO
OC/IOXHEHWUA OCHOBHOTO 3a00JieBaHMsA, YTO B pe3yfbTaTe
¥ MPUBOAUT K rnbenn pebeHKa B nepuoe HOBOPOXKAEHHOCTH.

2. XnamnauiiHaa uHdekums y Matepu B 80 % cnyyaes
BbI3bIBAET MOPaXEHWe MaLeHTapHOro KoMmnmekca (xnamu-
BVIAHbINA xopuogeumpyuT), u fanee B 70 % cnyyaeB — xna-
MUIMAHOE MOpaXKeHWe OpraHoB U TKaHel pebeHKa (MHeBMo-
HWS, MEHUHTUT, 3HLedanuT).

3. WcTHHas pacnpocTpaHeHHOCTb TOKCOMIa3Mo3a B Mo-
NynAUMM BepeMeHHbIX FOpasfo Bbile, YeM BbIABMIAETCS
B HacTosiee BpeMs. [pu 3TOM nopaxeHue nnaleHTapHoro
KOMMeKCa U MHPEKLMOHHBIA MPOLECC Y HOBOPOXAEHHbIX
BCTpeyarTca He yacto (B 4 % cnyyaeB), 04HaKo B ciyyae
reHepanu3auuy, MOXeT CIYXUTb NPUYKMHON rnbenn.

4. VicTuHHasa 4acToTa LMTOMEranoBUpYCHOM MHQEKLMM
y bepeMeHHbIX ropa3fo Bbille, YeM BbisBnisieMast. [lpu aToM
Cytomegalovirus 6bin BbISBNEH B OpraHax W TKaHAX HOBO-
POXAeHHbIX feTeit B 20 % cnyyaes, a LMTOMEranoBupycHas
MHdeKumMsa Obina ycTaHOBNEHA KaK OfHA W3 MPUYMH CMEPTU
y 10 (13 %) peteit.

5. OTMeyeHbl BbICOKas 4acToTa pacrpoCTpaHeHHOCTU:
H. herpesvirus 1-ro n 2-ro TMNoOB B NOMY/ALMK, MOPaXKeHUs
nnaueHTapHoro kKomnnekca (35 %), nopaxeHus opraHoB
W TKaHell HOBOPOXEHHbIX (64 %), repneTMyeckoi MHbeK-
UMM, KaK NpuumHbl rndenm (13 % peten).
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6. Hanbonee yactas npuymHa cMepTu HOBOPOMAEHHbIX
B MOC/E0NEPALMOHHOM NEpUoLE — MUKPOOPraHWU3Mbl Ce-
MeiicTBa Staphylococcaceae, pona Mycoplasma, a Takxe
K. pneumoniae v E. faecalis.

MonyyeHHble faHHble elle pa3 MOLTBEPKAAKT Heob-
X0AMMOCTb 06cnefoBaHus bepemeHHbix Ha C. trachomatis
C YYeTOM BbICOKOI 4acTOTbl MOPAXEHUs MaLeHTapHOro
KOMMeKca M niofa npy Hanmumn UHQUUMPOBaHUS MaTepw,
a TaKe BbICOKOM 3ddekTuBHOCTM Tepanuu. [pu pocta-
TOYHO BbICOKOM HeAMarHoCTMPOBaHHOM PacnpocTpaHeHum
TOKCOMMa3Mo3a M LMTOMErajioBupyCHOW MHbeKLMM B no-
NyNALMM MOPaXKEHWe MI0Aa BCTPEYaeTcs pefKo, HO Mpw
3TOM He WCK/IIYeHO 3aboneBaHue € NeTanbHbIM UCXOL0M,
uTo JenaeT uenecoobpasHbiM obcnepoBanne Ha 1. gondii
u Cytomegalovirus NauMeHTOK U3 rpynn pUcKa, B TOM YHC-
ne Tex, HOBOPOXAEHHLIM KOTOPbIX MPEACTOMUT onepaTUBHOE
neyeHme. Bbicokas yacToTa pacnpocTpaHeHHOCTH B Nonyns-
LMW, MHOULMPOBAHMS NJALEHTAPHOTO KOMMJEKCA, TKaHeil
M OpraHoB M0Aa, a TaKKe BbICOKAs posib B reHese CMepTy
Y HOBOPOXJEHHbIX FOBOPSAT 0 HE0bX0AMMOCTM NpoBefieHNs 06-
CreAoBaHus Ha H. herpesvirus 1-ro v 2-ro TMNOB Y GepeMeH-
HbIX 13 FPYNMbl PUCKa MO NMepUHaTanbHbIM MOTEPAM, a TaKKe
C MpeHaTanbHO AMarHoCTUPOBaHHBIMU BPOXLEHHBIMU NOPO-
KaMu pasBuTUS U Y HOBOPOXAEHHBIX, HYXAAtOLLMXCS B Mpo-
BELIEHUW OMEPATMBHOTO JIEYEHWS B NEPUHATaIbHOM Nepuose.

A0NOSIHATENIbHAS! UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbIA BKIA[,
B pa3paboTKy KOHLenuuu, NpoBefeHWe UCCnefjoBaHUs WU NOA-
rOTOBKY CTaTby, MPOYNM U OA00pUNM hUHambHY0 Bepcuio nepef,
nybnvkaumei.

KoHdnuKT unTepecoB. ABTopbl AeKnapupyloT OTCyTCTBUE §iB-
HbIX W MOTEHLMANbHBIX KOH(DIMKTOB MHTEPECOB, CBA3AHHBIX C Ny-
BnvKaumeli HacTosLLel CTaTby.

UcTouHuk mHaHcupoBaHus. ABTopbl 3asBASIOT 06 OTCYTCTBUM
BHELUHero GuUHaHCMpOBaHWUA MpU NPOBeLEHUN UCCIIEA0BaHMS.

3Tnyeckuit komutet. HayuHas pabota opobpeHa aTMHECKUM
KomuteToM npu BMepA um. C.M. Kuposa (BbinucKa 13 NpoToKona
N2 219 o1 26.02.2019).
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JInsocoMHbie 60n1€3HM HaKONNEHUA.
CCI)MHFOJ'IMI'IMAOBBI — FaAHrnmMo3nAao3bl

B.H. lopbyHosa ', H.B. Byuntckas "2, J1.B. JlasuHa %, A.0. Beukacosa 2

! CankT-MeTepbypreKuii rocyAapcTBeHHbIN NeanaTpUyecKuin MeMLIMHCKIA YHuBepcuTeT, CaHkT-MeTepbypr, Poccus;
2 Inarnoctiyeckmin uenTp (Meamko-reHeTnyeckuin), Cankr-Metepbypr, Poccus

AHHOTALIMA

MpencTaBneHbl aNULEMUONOTUSA, KIIMHUYECKas, BMOXMMMYECKas M MONEKYNAPHO-TEHETUYECKas XapaKTepUCTUKa raHrno-
3100308 — TEHETMYECKM TeTepPOreHHoN rpynmnbl ayTOCOMHO-PeLeCcCUBHBIX 3abonieBaHuiA, 00YCOBMEHHBLIX HacNneACTBeH-
HOM HEeLOCTaTOYHOCTbH) JIM30COMHBIX FJIMKOrMAPONIas, yyacTByloWMX B KaTabonmsMe GM1-, GM2- u GA2-raHrnunosumos.
Tpn  KnmHuyeckne Qopmbl  GM1-raHrnmosnposa  o6ycnoBneHbl HACNeACTBEHHOW HEAOCTaTOMHOCTHIO  JIM30COMHOM
B-ranakTosupasbl, 0QHOM M3 AKTUBHOCTEN KOTOPOW SBNAETCA BbICBOOOXAEHWE rafaKTO3bl M3 YINEBOAHbIX KOMMJEKCOB.
B pe3ynbTarte B M30cOMax HEPOHOB 1 HEKOTOPbIX APYrvX KIETOK NPOUCXOAMUT HakonaeHne GM1-raHrnunosnaa u B MeHbLLEN
cTeneHn KepataHcynbgata. Tpu reHeTUHecky reteporeHHble GpopMbl GM2-raHrnnosnpo3a cBA3aHbl C AUCPYHKLUMEN TeKCo-
3aMMHMLA3HON aKTMBHOCTW. bonesHb Tes — Cakca, unm BapuaHT B GM2-raHrnnosuaa, obycnosneH Mytaumamu B reHe HEXA
anb®a-Lenu rekcosammHuaasbl. bonesHb 3aHaxopda ceAzaHa ¢ MyTauusamm B reHe HEXB GeTa-Lenn reKco3aMMHUAA3bl.
B atom cnyyae Habniopaetca HepoctaTouHoCTb A M B KOMNoHeHTOB depMeHTa — HyneBon BapuaHT GM2-ranrnmo3snzosa.
Mpun BapmaHTe AB, nnn toBeHMNbHOM GM2-raHrnnosnao3e, BCe KOMMOHEHTbI reKCO3aMUHMAA3bl MPUCYTCTBYIOT, HO AedeK-
TEH aKTUBMpYHOLWLMIA haKTop BCNeACTBME MyTaumi B reHe GMZA. [Ins BCcex raHrnMo3vp030B XapakTepHa nporpeccupyiolas
3a/iepyKKa MCUXOMOTOPHOrO Pa3BUTUA U PaHHAA CMepTb DOJbHBIX, Yalle BCero B Bo3pacTe A0 3 fieT. YactoTa pasfivyHbIX
TMNOB FaHrIMO3MA030B B pa3Hbix nonynsumsax He npesbiwaet 1: 300 000. UcknioyeHneM ABNSETCA 3THUYECKAA rpynna eB-
peeB alLKeHa30B, B KOTOpOii YacTota 6onesHn Tea — Cakca pocturaet 1: 3000, yto fenaeT 3KOHOMUYECKM OMpaBLAHHBIM
TOTaNbHbIA CKPUHUHT C Liefbl0 BbISIBIEHUS TETEPO3MIoT W NPOBEeeHNsA NpeHaTaNbHOW AMarHOCTUKM 3abo/ieBaHNA B CEMbsIX
BbICOKOr0 pucKa. B cTaTbe MofyepKMBaeTCA 3HAUEHME IKCMEPUMEHTANIbHLIX MOJeneil ANs U3yYeHUs MONIEKYNSAPHBIX OCHOB
naToreHe3a 1 paspaboTKu pasnnyHbIX TepaneBTUHECKUX MOLXOA0B, TaKWUX KaK TPAHCMIaHTaLmMsa KOCTHOrO Mo3ra, GepMeHT-
Has 3aMecTUTesbHas Tepanus, cybcTpaTpefyLmpyioLLas Tepanus, reHHas Tepanus U reHoMHoe peAakTupoBaHue. [pusoasTcs
K/IMHUYECKMUe NPUMEpPbI MALMEHTOB C FaHrMO3KL030M 1S NOBbLILLEHUS 3P HEKTUBHOCTM AUArHOCTUKM 3TUX pefKux 3abone-
BaHWU BpaYaMu KITMHULMCTaMMU.

KnioueBble cnoBa: 0630p; NIU30COMHbIe 60/1€3HN HAKOMIEHUS; CCIJVIHI'OJ'IVII'IVI,EI,03bI; FaHrmMo3nao3bl.
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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 Petershurg State Pediatric Medical University, Saint Petersburg, Russia;
2 Saint Petershurg 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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BBENEHUE

[aHrNM031A03bl — 3TO FEHETUYECKY reTeporeHHas rpyn-
Ma ayTOCOMHO-PeLecCcUBHbIX 3abonieBaHuiA, 06yCNOBNEHHbIX
HacnefCTBEHHOW He[O0CTaTOYHOCTBI0 JIM30COMHBIX TIMKOIU-
ApONas, y4acTBYIOLLMX B KaTabonusMe raHrmMo3naoB NyTeMm
nocniefj0BaTeNbHOM0 OTLENIEHUA TEPMUHANbHBIX CaxapoB
[0 KOpOBOro Lepamuaa. [lng MHOrMX TMMOB raHrMo3nao-
30B XapaKTepPeH BbIPaXEHHbIN KITMHUYECKUIA NOIMMOPHU3M.
GM1-, GM2- 1 GA2-raHrn1osupbl SBASIOTCA KOMMOHEHTa-
MU TIMKOCOUHIONMNMAO0B, PACMOOMKEHHBIX HA BHELUHEW
MOBEPXHOCTW BOMBLUMHCTBA KIETOYHbIX MeMbpaH. OHu oco-
BeHHO 0BMMbHBI B HEPBHOW CUCTEME, T BBIMOJTHSAIOT MHOIO
(YHKUMIA, yyacTBys B NPOPAcTaHUM HEPBHbIX KIETOK, (op-
MUPOBaHUM MEXKIIETOYHBIX KOHTAKTOB M B HEMpPOHAJIbHO
TpaHCMUCCUN.

Tpu KnuHuyeckve dopmbl GM1-ranrnmosngosa oby-
C/I0BMEHbI HAaCNeACTBEHHON HEA0CTAaTOYHOCTBIO SIM30COMHOIA
B-ranaktosnpassl [58]. OgHOM M3 aKTUBHOCTEN 3TOro Mo-
JMOYHKUMOHaNbHOro depMeHTa ABNSETCA BbICBOBOXAEHNEe
raniakTo3bl U3 YrNIeBOAHBIX KOMMJIEKCOB M HEKOTOPBIX APYTUX
cybetpartos. Ero HeoCTaToOUHOCTb MPUBOAUT K HAKOMEHMIO
B HEMPOHAX M BHYTPEHHUX opraHax GM1-raHrnmo3naa u ero
cnabo pacTBOPUMbIX CMANOMPOU3BOAHBIX, A TaKKe K Ha-
PYLIEHUI0 Aerpajaumn KepaTaHcynbdata — KOMMOHEHTa
[MIMKO3aMUHOTIMKAHOB BHEKIETOYHOO MaTpUKCa XpsLLEBOiA
TKaHW W [PYruX TKaHei Me3eHXUMHOI0 MPOUCXOKAEHWS.

Tpu reHeTuyeckne GopMbl bonesHelt Hakonnenns GM2-
raHrMo3naa CBA3aHbl C AMCHYHKLMEN reKCo3aMUHNAA3HO
aKTMBHOCTM — 6one3Hb Tea — Cakca, 3aHaxodda u toBe-
HUNbHbIA GM2-raHrnnosupo3 tuna AB [74]. [1Ba depMeHTa
HenocpeLCTBEHHO Y4acTBYKT B peanu3aLyv 3TOM aKTUBHO-
CTM — rekco3amuHupasa A n B. 06a Bupa rekcozammHmnpasbi
COCTOAT U3 ABYX CybbeauHuL, — anbda n beta. Kpome Toro,
ANs B3aWMOENCTBUS IMMMAHBIX cybCTpaToB M BOL,OpacTBO-
pUMOIi rMaponasbl HeOBXOAMMO HanMuMe aKTUBMPYIOLLLEro
dakTopa. Mpu 6onesHn Tes — Cakca OTCYTCTBYET MM pe3Ko
CHVWXXEH KOMMOHEHT A rekco3aMWHMAasbl, U 3TO CHUMEHWE
0bycnoBneHo MyTaLMsAMM B reHe anbda-Lenu rekco3aMmHK-
na3bl — HEXA [59]. MNpu atoM KoMnoHeHT B npucyTcTayer.
MoaTtoMy faHHylo dopMy raHrnmosuposa GM2 obosHauatot
KaK BapuaHT B. bonesHb 3aHaxodda cBsi3aHa ¢ MyTaumamm
B reHe 6eta uenu rekcosamuHnpassl — HEXB [11]. B atom
C/yyae, KaK NnpaBuIio, OTCYTCTBYET USIM CHUKEHA aKTUBHOCTb
0601x KOMNoHeHTOB depMeHTa (A 1 B), TaK Ha3blBaeMblil Hy-
NeBoii BapuaHT GM2-raHrnmo3ngosa. lpu BapuaHte AB —
IOBEHUNIBHOM TaHrMo3unno3e GM2 — Bce KOMMOHEHThI reK-
C03aMMHWL,a3bl NPUCYTCTBYHOT, HO OTCYTCTBYET UM fedeKTeH
aKTUBMpYHOLLMIA GaKTop BCELCTBUE MyTauuin B reHe GMZA
(1,76, 89].

YuuTbIBas paHHIO KIMHUYECKYID MaHubecTaumio To-
XenblX (OpM TraHrIMo3uAo030B B BUAE MYNbTUCUCTEM-
HOCTW MOPAaXEHWS, PaHHEro perpecca nNpUoBPeTeHHbIX
HaBbIKOB, HalMuMs renaTocnaeHoMeranum u HempogereHe-
paumn B DONbLUMHCTBE CNyyaeB B Kpyr AuddepeHLManbHoii
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Meavatp

AVarHoCTUKN HeobXoauMo BKIKOYaTb Apyrve 6onesuu u3
rPyNMbl JIM30COMHbIX 6051E3HEN HAKOMNEHUS: CPUHIONMNM-
[03bl M MyKOMonmMcaxapuaossl [2-9].

GMI-TAHIIN03K 03

Knuuuka u anuaeMmnonorus

ledbnunt 6eta-ranaktosupasbl ABSAETCA MEPBUYHBIM
BroXMMUYECKUM [eeKTOM MW Tpex annenbHbIX KIMHUYe-
CKM NONIMMOPGHBIX ayTOCOMHO-peLieccuBHbIX hopMax GM1-
raHrnosuao3a — OCTPOM MITALEHYECKOM, HOHOLLECKO
1 B3pocnon [59]. MnageHyeckas GopMa reHepanu3oBaHHOMO
raHr1o3na03a, Uiv HelpoBMCLIePanbHOro IMNKUL03a, XapaK-
Tepu3yeTcs HakonneHueM GM1-raHrnnosvpoB B LEHTPasb-
HOW U nepudepryecKoir HEPBHOM CUCTEME, MPUBOAALLUM
K HapyLLEHW0 pocTa, CTPOEHHA U paboTbl CUHAMNCOB HEWpo-
HOB. [lp1 3TOM OCHOBHOI MPUYMHON CMepTW B BO3pacTe [0
2 neT cTaHoBUTCA LepebpanbHas aereHepauus. OeHotunm-
yeckue 0cobEHHOCTM [aHHOW (OpMbl: pa3BUTME NULEBBIX
v3Mopduid No Tuny «raprounuamMa» (rpybble YepTbl Iuua,
YN/OLLEHHOE NMEPEHOChE, TMNepnasus LeceH) U CKeNeTHble
nedhopMaLmv Mo TUMY MHOXECTBEHHOMO AM30CT03a — LUK-
pokue pebpa, runonnasus No3BOHKOB UM (HOPMUPOBaHUE
MO3BOHKOB KJ/IIOBOBUAHOW (OpMbI, MPUBOAALLMX K Aedop-
MaLuM NO3BOHOYHMKA (KMO3, CKOMMO3), TYroNOABUKHOCTL
cyctaBoB. [1py o¢TanbMONIOrMYeCcKOM 0CMOTPE YacTo Habto-
[A0TCSH CUHAPOM «BULLHEBOW KOCTOUKU», AMCTPOGDUS MaKy-
nbl. MpyU rMCTONOrMYECKOM UCCNefoBaHUW TKaHeW 0BHapy-
KMBAIOT BaKyoNM3MpoBaHHble NiuMdoumTbl. Mocne nepeoro
roJa W3HW pa3BMBAOTCA TOHMKO-KJIOHUYECKWE CYLO0pOrH,
runeppednieKcus, NosiHas NoTeps Cyxa U 3peHus, € UCXo-
[OM B felepebpauuorHyto purngHocTb. lpu npoBeseHnu
MPT ronosHoro Mosra HaxofAaT AU(QY3HYI0 rMNOMUENUHN-
3aumio 6enoro BeLuecTBa, NopaxeHne basanbHbIX raHrIueB
B BUAE MOBLILIEHNS MHTEHCUBHOCTU CMrHana. HakonneHue
rafakTo30CoAepKaLLMX 0/IMrocaxapoB B MeYeHU U Cene3eH-
Ke NPWUBOZMT K Pa3BUTWIO renaTtocrieHoMeranum, B riaoMepy-
NAPHOM 3MUTENUW MOYEK — K MOYEYHOW HEeJ0CTaTOYHOCTH,
B CKENETHbIX MbILULIAX — K MMONaTWK, a B CEPLEYHOMN MbiLLI-
Lie — K KapAMoMUONaTUu.

tOHoweckue dopMbl xapakTepusylotca bonee no3gHUM
HauanoM. [epeble cumnToMbl 3aboneBaHus HabnopatoTcs
Ha BTOPOM rOY JKWU3HW B BUAE 3aflePXKN NCUXOMOTOPHOIO
pa3BuTus. Ha TpeTbeM rofly Xu3Hu 0TMeyaeTcs JanbHenLlee
MpOrpeccupoBaHne CTEMEHU 3aflepXKW pasBuTUS, MoTeps
paHee NpuobpeTeHHbIX HaBbIKOB, Pa3BMBAETCA MUOKIIOHHU-
YecKas 3Mnumencus, CyLOPOXHbIA CUHLPOM, MOCTENEeHHas
atpodus 3puTenbHbIX HepBoB. B ucxope 3abonesaHus,
TaK e KaK U npu mnafieHyeckon dhopMe, pa3suBaeTca fe-
LepebpaumoHHas puriaHoOCTb, NPUBOAALLAA K NeTanbHOMY
Ucxofy B TeueHue 3 neT OT Hayana 3abonesaHus.

BospacTt nebioTa XxpoHu4yecKoi unu B3pocnoii hopMbl Ko-
nebnetcs ot 3 fo 30 ner. lNepBbIMM CMMMTOMaMM YalLie BCEr0
CTaHOBATCA MPOrPeccUpytoLLas aTaKcua U An3apTpus, nauu-
eHTbI Haubosee yacTo 06paLLalTCa € JaHHOW CUMMTOMATUKOM
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K Bpayy-HeBpoJIory 1 NpoBoauTca auddepeHumanbHas ama-
THOCTMKA B Tpynne MO3KEYKOBbIX aTaKcuid. B aanbHeliwem
B KJIMHWYECKOW KapTWHe NOSIBNAITCS: MUpaMUAHas CUMNTO-
MaTWKa, CUMNTOMbI NPOTPeCccUpyioLLEen MbiLLeyHoii cnabocTu
W aTpodus MbILLLL, CIMHOLepebennspHas aTakcus ¢ pasBuTH-
€M CnacTUYecKux napanuueit. KnMHuyecKas KaptuHa MoxeT
BbiTb 6/1M3Ka K 10BEHUNIbHOMY MapKUMHCOHWU3MY. XapaKTepHbl
yMepeHHast KOrHUTUBHaA LUCHYHKUMA M aTpodus Kopbl ro-
noBHoro Mo3ra. [laHHas dopma 3aboneBaHus pacnpocTpa-
HeHa B AnoHuK 1 B cTpaHax H0xHoi AMepukp.

BuoxuMuyeckue ocHoBbl NaToreHesa

Bce dopMbl GM1-raHrnno3nao3a Bbi3BaHbl MyTaLMAMK
BreHe B-ranaktosupnassl— GLBT, ins 3aboneBaHus xapaKTep-
Ha He[10CTaTOYHOCTb BCex Tpex u3odopM depMeHta (A, Bu C),
obpa3yloLwmxca 3a cHeT anbTepHATUBHOIO ChaicuHra [56].
bera-ranakro3naasa Katanuampyet oTLLemnIeHne ranakTosbl
OT FaHrIMO3NAHbIX CybCTPaToB U APYruX MMKOKOHBIOraToB,
M YacTo oHa obHapyXMBaeTCA B KOMMIEKCE C HEMpaMMUHHU-
Aa30/ U KaTencuHoM A, KOTOpPbIA ABASETCA KOMMOHEHTOM
MOBEPXHOCTHBIX peLenTopoB KieTok [34]. CywecTByeT cBA3b
MeX[Ay OCTaTOYHOW aKTUBHOCTbK (epMeHTa W CTEMEHbIo
Tsectm GM1-raHrnuosuposa. Hanpumep, ocratouHas ak-
TUBHOCTb [(-ranakTosupasbl Npu MnageHyeckon dopme 3a-
bonesanus coctasnset 0,6—1,6 %, npu 1oBeHUNbHON hopMe,
KaK npaswuno, MeHee 3 % v npu B3pocnion GopMe Konebrnetcs
B npenenax ot 4 go 7 % [92].

KaptupoBanue n upentudukaums resa GLB1

l'en GLBI pacnonoxeH B obnactn 3p21.33, ero npota-
YKEHHOCTb cocTaBnseT 62,5 Kb, oH pa3feneH Ha 16 3K30HOB
[60, 75, 82]. kJHK reHa GLBT Bnepsble bbina M3071poBaHa
U3 TKaHecneundpuyeckoi bMbaMoTeKn reHoB MNaLeHThl Ye-
noseka [61]. Ten GLBI 3kcnpeccupyetcs ¢ 0bpa3oBaHueM
ABYX anbTepHAaTMBHO CMIAMCUPYIOLUMXCA TPaHCKPUMTOB,
OJVH M3 KOTOPbIX KOAMPYET KNaccu4eckuii (epMeHT, cocTo-
ALWMIA M3 677 aMUHOKMCIIOT, @ pyroil — B-ranakrosuaas-
POACTBEHHbIN 6enoK (S-Gal), cocTosAwwmin u3 546 aMMHOKMCIOT
1 He MetoLLIMIA (hepMeHTaTUBHOM aKTMBHOCTM [45]. OKa3anocs,
yto S-Gal mpeHTUYeH 3anacTuH-cea3biBatoLeMy benky (EBP),
KOTOpbIi ABNSETCA FN1aBHbIM KOMMNOHEHTOM HEVMHTErPUMHOBOIO
MOBEPXHOCTHOrO PeLenToOpHOro KOMMeKca, NpUCyTCTBYHoLLe-
0 BO MHOTMX TUMax KieTok [34]. S-Gal dyHKUMOHMpYET Kak
MOJIEKYNIAPHBIN LUANepoH, obneryas cekpeuuo TponoanacTu-
Ha W ero OpraHM3aLmio B 371aCTUYECKUX BOJTOKHAX.

Mytauuu B rene GLBT

B Hactoswwee Bpems B reHe GLBT onucaHo HecKonb-
KO [eCATKOB MyTauMK, raBHbIM 06pa3oM MMCCEHC-TUNA.
OnmcaHbl TaKKe HOHCEHC-MyTauuu U MUKPOAYNJIMKaLMK.
Mpy 3TOM CNEKTPbI MyTaLWi MPU KIMHWYECKU NOTMMOPQHbIX
dopmax 3abonesanus pasnuyatotcs [54, 92]. PasHble Ma-
JKOpHble MyTaLuu OnMcaHbl y naumeHToB B AnoHuu, Wtanuu
1 0xHol AMepuKe, YTO YKa3blBaeT Ha BO3MOXKHOCTb Y4acTus
«3(hdeKTa ocHoBaTeNA» B UX pacnpocTpaHeHum [35, 46, 75].
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Kpome Toro, HekoTopble MyTaumu B reHe GLBT obHapy-
KEHbl Y MaUMeHTOB C 0AHOW 13 GOpM MyKomonmcaxapuao-
3a — cuHapoMoM Mopkuo IVB tuna. OnbiThl MO KNETOYHOM
rmbpuamsaumm nokasanu, 4to BapuaHt IVB cuHapoma Mopkuo
U pa3nuuHble dopmbl GM1-raHrnnosupo3a npuHagnexar
K OLHOW rpynne KomnneMeHTauuu. [peanonoxeHue, yto
pasnuuHble MyTauuu B reHe beTa-ranaktosupassl Moryt
NPMBOLAUTb K PasHbIM KIIMHWUYECKUM deHoTMnaM, Bbinio Bbl-
CKa3aHo AaBHO. OHO 0CHOBAHO Ha CyLLLeCTBOBAHWM LLMPOKO-
ro CrieKTpa ecTecTBeHHbIX cybcTpaToB Ans beTa-ranakTosu-
Aasbl, YTO JIEXWT B OCHOBE MPUHLMNA: «OAMH FeH — OAMH
nonmnenTug, — MHoro cybctpatoB» [57]. To3ToMy pasHble
MyTaumn B reHe GLBT MoryT u3bupatenbHO HapyliaTb pa-
00Ty epMeHTa Mo OTHOLLEHMIO K pa3HbIM cybcTpataM. OaHa
1 Ta e myTaumsa R482H, npuBoasLLas K 3aMeHe apruHuHa
Ha rUcTMaMH B 482-1 no3vumn depMeHTa, Obina MOEHTU-
(GMUMpOBaHa KaK Yy NaLMEHTOB C reHepasn30BaHHbIM raH-
rAM031A030M, Tak 1 npu cuHapoMe Mopkuo [VB. 3T paH-
Hble [O0Ka3blBAKT afieflbHyl0 MPUPoAY PasnuuHbiX GOpM
GM1-raHrnno3mngosa u cuiapoMa Mopkuo tmna B.

Mpu M3y4yeHUM NPUYMH Pa3/IMYHOTO NPOSBNIEHUS MY-
Tauui OKasanocb, YTO Te M3 HUX, KOTOpble 0BHapyMu-
BAlOTCA Y NaUMeHTOB C MyKomonucaxapugosoM VB wuam
GM1-raHrn1o3uao3oM, CONPOBOXAANLLMMCA TAKENOW Kap-
AMOMMOnaTHeid, NPUBOLAT K NOJIHOMY OTCYTCTBUIO Y 60JIbHBIX
B-ranakTo3uaas-poacTeHHoro benka S-Gal u BcneacTeue
3TOr0 K Cepbe3HOMY HapYLLEHUIO 31acToreHesa [35].

JKcnepuMeHTanbHble MOAEIM

Co3paHa TpaHCreHHas NIMHWA MbIlWen C HeaocTaTou-
HoCTblo [B-ranaktosupaasbl [31]. AHOManbHbIE HaKOMNEHMs
GM1-raHrn1o3uaa B CNMHHOM W FOSI0BHOM MO3re MyTaHTHbIX
KMBOTHBIX BblM 3aMeTHbI yKe B Bo3pacTe 3 Mec., M K 5 Mec.
MX KOJMYeCTBO MPOrPeccMBHO YBENMYMBANOCL B 2-5 pas.
HecMoTpsa Ha 3T0, HMKAKMX HEBPOJIOTMYECKUX aHOManui
B BO3pacTe 4—5 Mec. y MyTaHTHbIX MbILLEN He Habmoaanock.
0aHaKo B lanbHeMLLEM Y HUX CTank 3aMeTHbI TPEMOp, aTaK-
CUSi M ABUraTesbHbIe HapyLUeHHS.

OnucaHa cnoHTaHHas Mogaenb GM1-ranrnmo3angosa y co-
0aK C roMo3uUroTHOW MMCCEHC-MyTauuen B rOMOSOrUYHOM
reHe -ranaktosuaassl [88].

0oMH M3 BO3MOXKHBIX MOAXOLOB K Tepanuu Hacnep-
CTBEHHbIX DOMe3Hel HaKOMIeHNA Ha MOJIEKYISPHOM YpPOB-
He 6a3upyeTcs Ha MCMOMb30BaHUM KOHKYPEHTHBIX MHIMOU-
TOPOB, KOTOPble LENCTBYHT KaK «XMMUYECKMe LLanepoHbi»
NpU CYOUHIMOUTOPHBIX BHYTPUKIETOYHBIX KOHLLEHTpaLMSX.
B cucteMe in vitro n Ha TpaHCTeHHOM MbllunHoW Mogenu GM1-
raHra1o3na03a nokasaHo, YT0 CMHTETUYECKas NPOM3BOAHasA
ranakto3bl — N-oKTun-4-3nu-B-anueHamuH (NOEV) — sB-
NAETCA NOTeHLMaNbHLIM UHIMBUTOPOM B-ranakTosuaassl [42].
[lobaBneHue 3Toro MHrMbKUTopa B Cpesy BOCCTaHaB/MBaET
aKTMBHOCTb (DepMeHTa B KYNbTUBMPYEMbIX MYTaHTHbIX (K-
Opobnactax YenoBeKa UM MbILUM NPU HU3KWX BHYTPUKIIETOM-
HbIX KOHLIEHTpaLMAX, B pe3ysibTaTe Yero 3aMeTHO CHUMKaeTcs
BHYTPUKIIETOYHOE HaKom/eHue cybctpata. KpaTkoBpeMeHHoe




HACJTEICTBEHHBIE BOJTE3H OBMEHA

opanbHoe HasHayeHue NOEV TpaHCreHHbIM MbiliaM Mopesib-
HOM fMHMKM toBeHunbHOro GM1-raHrnno3nposa, akcnpeccu-
PYIOLLMM MyTaHTHYIO B-ranakto3upasy YenoBeKa ¢ MyTaum-
e R201C, npuBOAMT K MOBBLILLIEHUIO aKTMBHOCTU (epMeHTa
B rOJIOBHOM MO3re U B JpYruX TKaHAX MMBOTHbIX. IMMyHo-
TUCTOXMMUYECKWIA aHanu3 MOKasas 3HauYMTENIbHOE CHUMXEHME
GM1- 1 GAT-raHrnno3nnoB B HEMpOHaMbHbIX KIETKaX Mo3ra
MYTaHTHbIX MBbILLEN, MOyYaloLLMX TepaneBTUYECKWe [03bl
NOEV. B nanbHeiLumx nccnefoBaHWsX BO3MOXHbII TepaneBTy-
yeckui 3 ekt NOEV 6bin noaTBEPIKAEH HA MYTAHTHBIX U30-
dopMax B-ranakroauaasbl U KNeTKax YenoBeKa C MyTaumsMmu
B reHe GLBT [33]. Mpn opanbHoM BBeaeHnn NOEV MyTaHTHBIM
JMBOTHbIM, MogenupyowmuM GM-1-raHrnmosngos, npenapar
MPOHWKAET Yepe3 remMaTosHuedanuueckuit bapbep U UHAY-
LIMPYET BbICOKMI YpOBEHb aKTMBHOCTK B-ranaktosnaasbl [80].
lpy paHHeM Hauarne NleyeHUs B TeYEHWe HECKOJbKUX Mecs-
LieB He HabniofaeTca pasBUTME HEBPOJIOTMYECKUX aHOManMii
W NPOAOIIKUTENBHOCTb KWU3HM JKMBOTHBIX 3HAYUTENTbHO yBe-
mumBaetcs. TakuM 06pa3oM, UCMOb30BaHME TEXHOAOTWM
«XMMUYECKMX LLIANEPOHOB» MOXHO CYMTaTb OJHOW W3 Hau-
bonee NepcneKTUBHbLIX CTpaTerui NedeHus B-ranakrosnzgosa.

JlabopaTopHass [uMarHocTuka,
" nleyeHue

MpW HanWuMM XapaKTepHON KNMHUYECKOW KapTWHBbI raH-
[M1031A03a NPOBOAAT BroXUMMUECKylo AuarHocTuky. [locto-
BEPHbIM CYMTAETCS CHUMEHWME aKTUBHOCTM [-ranakrosuaasbl
B NIEMKOLMTaX KPOBY, BaKy0NU3aLms IMMGDOLMTOB B OKpaLLIEH-
HbIX Ma3KaX KpOBH, MOBbILLEHWE SKCKPELMM ranakToonmroca-
XapuA0B C MOYOM U, B MEHbLUEN CTEMNeHM, KepaTaHcynbdara.
TUCTONOTMYECKM OTMEYAKT HaMUME «MEHUCTBIX KIIETOK»
B OMonTaTax KOCTHOTO MO3ra M MeyeHu. TUMMYHBIMK U3Me-
HeHusMM Ha MPT ronoBHOro Mo3ra cuutatotcst auddysHas
TUNOMUENMHU3ALMS W MOBLILLEHNE WHTEHCMBHOCTW CUrHana
B 06nacTu 6asanbHbIx raHrmeB. YA06HbIM LOMNOHUTENBHBIM
BromapKepoM s amarHoctukm GM1- n GM2-raHrnnosnao3os
sensetca N-geauunupoBaHHas dopMa cdUHronMnMaoes (m-
30CUHrONMNMALI), HaNMYMe KOTOPOW B Nila3Me KpoBU JIETKO
onpefenseTcs MeTOLOM JKWIOKOCTHOM xpomatorpadum —
TaHaeMHol Macc-cnektpoMetpun (LC-MS/MS) [69]. OkoHua-
TeNbHOE [10Ka3aTenbCTBo AuarHo3a GM-1-raHrnmunosnposa —
nneHTUdUKaLma Mytaumn B reqe GLBT.

laToreHeTM4yeckux MeTofoB JiedyeHuss GM-1-raHr-
/1031033 B HACTOALLMIA MOMEHT He CyLLLeCTBYET, XOTS OMbl-
Tbl Ha MOLENbHbIX HUBOTHbIX W in Vitro NOKasbIBalOT, YTO
NepcneKTUBHBIMU HanpaBneHUaAMU ABNIAKTCA (epMeHT-3a-
MectutenbHa Tepanus (O3T) u wanepoHoTepanus [41].

npodunakTuka

Knunuueckuii cnyyain

Manbumk, 04.12.2019 r. p., B Bo3pacte 1r. 9 Mec. ocMo-
TPEH reHeTMKOM B peaHnMaLmm [leTCKoW ropofICKoi BobHM-
ubl N2 1(Ore 1).

/3 aHaMHe3a M3BECTHO: ManbyuK OT 2-i BepeMeHHOCTH,
He[lOHOLEHHOCTb 29 2/7 Hepd., KecapeBo CeyeHue B CBS3U
C TSENON npesknamncueii y Matepu. lpu poxaeHuu Bec
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1700 r, pnmHa 42 cM, Anrap 5/6/7 6, cocTosHWe Tsxenoe,
AbixatensHasa HepoctatoyHocTb |l cTenenu, HeBponornye-
CKasi CUMNTOMATKUKa, He3pesocTb, MHTybaums Tpaxeu, Kypo-
cypd, UBJI. B nepsole cyTku nepesefeH B M6 1. Monyyan
MBJ1 105 u. lNepeHec paHHM HeOHaTasbHbIA CEMNCUC, He-
YTOYHEHHbIN. Ha 10-e CYTKM U3HM NepeBefieH B OTAENEHNE
NaTonorMm HOBOPOXKAEHHbIX, MONYYan aHTUOaKTepUanbHyL,
NPOTMBOrPMOKOBYID TEPanuIo, MHranALMOHHYK U CUMMTO-
MaTU4ecKyto Tepanmio. BeinucaH B Bo3pacTe 1 Mec. ¢ Be-
com 2000 r, oKpyHOCTb ronioBbl 30 CM, OKPYXHOCTb rpyau
27 cm ¢ guarHo3oMm: «[lepuHaTanbHoe rMMoKCUYecKu-uLLe-
Muyeckoe 3abonesanue LHC, cybaneHgmmanbHoe KpoBo-
U3NIMSIHWE B Tanamo-Kay[anbHoW BbIpe3Ke C [BYX CTOPOH,
PaHHWA HeoHaTaNbHbIA CENcUC, PecnMpaTopHbIA aucTpecc-
CMHAPOM (B aHaMHe3e), HelOHOWeEHHOCTb (29 Hep.), NocT-
KaHLenTyanbHbIM Bo3pacT 33/34 Hep». B aHanusax Kposw
0TMeYanucb 0COBEHHOCTM: TMMONPOTENHEMMS, BaKyonu3a-
WA UMTONa3Mbl IMMQOLMTOB. KNMHUYECKN Nepuoamnyecku
0TMeYanucb NacTo3HOCTb BeK, CTOM, BOAfiHKA o0bonouek
ANYeK, NPU3HaKM acumTa no AaHHbIM Y3U bprowHoin noso-
CTU ¢ Bo3pacTa 6 Mec. Vcknyanuch YacTble JIM30COMHbIE
BonesHu HakonneHus. PasBuBancs ¢ 3aflepKoi NCMxoMo-
TOPHOTO pasBuTUs, B 9 Mec. He Jepxan rosioBy, He nepe-
BopaumBancs, He nonsan. B 10 mMec. no faHHLIM peHTreHo-
rPaMM KUCTU KOCTHBIA BO3pacT COOTBETCTBOBAN [BYM rofiaM.
KT ronoBHoro Mo3ra: YacTuHBIA KpaHWOCMHOCTO3 carruTab-
HOro M MpaBoro KopoHapHoro wBeoB. MPT: acMMMeTpuyHas
CMeLLaHHas ruapouedanus, aucreHesus Mo30aMCToro Tena.
Mo ;paHHBIM HeypoBM3yanu3auuyM U CMMHHOMO3rOBOW MYHKLMM
MPU3HaKW BHYTPUYEPENHOI runepTeH3uu. MpoBeseHo onepa-
TUBHOE JIeYeHe: TPaHCCEMNTalbHOe BEHTPUKY/ONEPUTOHEANbHOE
LUyHTMpOBaHWe. [poBoAKUNACE NYHKLWS MOLLOHKU 4715 U3BNIEYEHNS]
u36bITKa *uaKoctv. C Bospacta 11 Mec. Mama 0TMeYaeT perpecc
paHee np1obpeTeHHbIX HaBbIKOB, M0 AaHHbIM Y3/ — cnneHome-
ranus. ckmioyanicb HacnefcTBeHHble 3aboneBaHms: aMUHoa-
LmMonaTvm, opraHuyeckye aumaypim, AedeKTbl beTa-oKuceHns
MVPHBIX KUCTOT, M30COMHble BonesHn Hakonnenus. Kapuo-
™M 46,XY — HOpMarnbHbIA MyCKOW. [poBeaeH XpOMOCOMHbIN
MMKPOMATPUYHbIA aHaM3 — MaToreHHOro XPOMOCOMHOTO AMC-
banaHca He BbisieneHo. Mccnenobanme [IHK-naHenn B 2020 1. —
MaTOreHHbIX BapMaHTOB HE BbISIB/IEHO, B TOM uicrie B reHe GLB].
YunTbIBas HECOOTBETCTBME KIIMHWYECKMX AaHHBIX U pe3ynbra-
TOB MOJIEKY/IAPHO-TEHETUYECKOTO MCCIIeA0BaHUS MPOBELEHO
cexkBeHupoBaHue 3k3oMa ot 05.08.2021. B reHe GLBT BbI-
SIBNIeHbl BapWaHTbl C HEU3BECTHBIM KIIMHUYECKUM 3HAYeHWEM
¢.1175T>6/c.438 440delTCT (p.Leu392Arg/p.Leul47del).

lpu ocmoTpe B Bospacte 1. 9 Mec. B cTaumoHape: pebe-
HOK B TSXE/IOM COCTOSIHWM, BbIPaXKEHHbIW OTEYHbIN CUHAPOM,
rpybas 3agepKa NcMXoMoTOpHOro pa3sutus. Mapouedans-
Has ¢opMa Yepena. 3anaBLuas NepeHoCcuLa, YAJMHEHHbIN
GunbTp, rMnepTpodus geceH. Huskoe pacnonoxexue yui-
HbIX pakoBuH. Inddy3Has MbieyHas runoToHus. 0TeuHocTb
nepeaHeil BPIOLLIHONM CTEHKW, renaTocnaeHoMeranus, acuur.
Mmppouene. YactnyHas atpodus 3puTenbHbIX HepBOB. Tyro-
yxocTb. 330 6e3 anuaKkTMBHOCTW. B cTaumoHape npoBoAMMCh
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MeponpUATUSA N0 yAANeHWIo BbINoTa B BpIoLLHOM nonocTy (ac-
UMT — m3BredeH 1 N1 XKMAKOCTM), MyHKUMS MOLLOHKM (250
MN), WyHTUpoBaHWe. Mo KIMHMYECKOW KapTUHe TeyeHue
3aboneBaHus NporpeaMeHTHOe, C YYETOM MOJEKYNISPHO-
reHeTUYEeCKOro MCCNeoBaHNUA BbiCTaBleH AMarHo3: «GM1-
raHrnMosnao3, MnapeHdyeckas Qopma». PekoMeH[0BaHO
ornpegenenne beta-D-ranakto3nzasbl, onpeseneHue BbisB-
NIEHHBIX BapUaHTOB Y POAMTENEN.

19.11.2021: depment beta-D-ranakrosmpasa [(GM1-
raHrnnosuao3, Mykononucaxapuno3s IV tuna 0,54 HM/(Mn - u)
(Hopma 2-30)]. Takum 0bpasoM auarHo3 GM1-raHrnmo3snao3a
NOATBEPIKAEH KIIMHUYECKUMM JaHHBIMU, AaHHBIMYA BMOXUMM-
YECKOro W MOJEKYJISIPHO-TeHETUYECKOT0 UCCe0BaHUN.

BOJIE3Hb TEA — CAKCA
(AMABPOTUYECKAS UAMNOTUA
TEA - CAKCA), GM-2-TAHIIM031 03
| TUNA

Knuhuka u annaeMuonorus

GM-2-raHrnuosugo3 | tmuna, unm 6onesb Tea — Cak-
ca, — 3T0 NpOrpeccupytoLlee HelpofereHepaTUBHOe ay-
TOCOMHO-peLleccMBHOe 3aboneBaHue, TAKeNblA MNafeH-
YECKMN BapWaHT KOTOPOr0 XapaKTepusyeTcs JieTaslbHbIM
ncxofoM B Bo3pacTe o 3 feT. B natoreHeTMYeckoM OTHo-
weHnn bonesHb obycnoBneHa AeuUMTOM (epMeHTa rek-
co3amuHuaasel A. 3aboneBaHue AeblOTMpYeT yalle Bcero
B 4—6 Mec. XU13HU C yTpaTbl paHee NpUoBpEeTEHHBIX HaBbIKOB
(yLepaHus rofioBbl, NepeBOpayYMBaHuUs, ryneHns, puxcaumm
B3r/1a U CNEXEHUS 3a NPeSMEeTOM), NOABMIEHUS CUHAPO-
Ma MbILLIEYHOW TUMOTOHUM, CHUKEHMUS MHTEpeca K 06LLEHMIO.
K 8-10 Mec. xu3Hu pa3BuBaeTCs NoHas NoTeps BCEX Npu-
06peTeHHbIX NMCMXOMOTOPHBIX HAaBbIKOB U MOJTHOE OTCYTCTBUE
peakLMM Ha OKPYXaloLLMX JIOAEN U UTPYLLKY, pa3BUBaIOTCS
bynbbapHbIn M nceBaobynbbapHbI CMHAPOM, Napesbl U Na-
panuuu. Mpu odTanbMOCKONUM Ha rNasHOM [He BbISBMIAKT
CUMMTOM «BMLUHEBOM KOCTOYKW», aTpOQUI0 3PUTESIbHbIX
HepBOB, MPUBOJALLMX K Pa3BUTMIO MOSIHOM NOTEPU 3pEHUA.
[Ina pneten c 6onesHbio Tes — Cakca xapaKTepeH BbICO-
KW NOpOr peaKkuMW Ha 3BYKOBbLIE M [pyrue pasaparuTenu,
C pasBUTMEM CyAOPOKHOIO CUHAPOMA, Yallie N0 TOHYECKOoMy
TUMY, C PE3UCTEHTHOCTLIO K MPOTUBOCYLOPOXKHOW Tepanuu.
MporHo3 An1s MuU3HM HebnaronpusTHLIA. JleTanbHbIN Mcxon,
B BO3pacTe OKOJI0 2 NeT Ha (oHe KaxeKcumn U TSHENON He-
BPOJIOrMYECKOM CUMMTOMATMKU C UCXOJO0M B [ieLiepebpauu-
OHHYI0 PUTMAHOCTb. [MCTONOMNYECKM BLISIBASIOT HAKOMIEHMS
GM2-raHrnMo3naoB B KNeTKax LeHTpanbHON HEPBHOM CUCTe-
Mbl U BHYTPEHHUX OpraHax.

[ns boneshn Tes — Cakca XapaKTepeH KIIMHUYECKUI
nonMMop®usM, ¥ MOMMMO BbILIEONUCAHHOIO TSKENOoro
MnafeHyeckoro BapuaHta GM-2-raHrnvosmposa | Tuna
BbILENSAOT MHPAHTUIBHYK U 10BEHUNbHYID QOPMBI, XapaK-
Tepusytowmeca bonee no3gHuM febotoM bamke K 5 ro-
AaM U1 neTanbHbIM UcxonoM fo 15 net. lepBble CUMNTOMBI
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AaHHbIX GopM 3abonieBaHNs — 3TO HapyLUEHUEe MOXOAKM,
aTaKCcusl, UHTEHLMOHHbIA TPEMOP KOHEYHOCTE U An3apTpus.
3abonieBaH1e HOCUT MPOrpPeccUpYHOLLIMIA XapaKTep C pa3BUTH-
€M 3KCTPanMpaMUAHbIX PacCTPOMACTB, MbILLIEYHON AUCTOHUM,
MCKUX030B, WKU30(PPEHONOA0OHBIX HapyLUEHUIA MOBeLEeHMS.
Ha no3pHux cpokax 6onesHu BbisiBNST 0hTanbMonoru-
UECKME CUMMNTOMbI B BUJE CHIKEHWUS 3PEHUS 33 CYET nur-
MEHTHOM [ereHepauuy CETHYaTKW, CUMMTOMA «BMLLHEBOM
KOCTOYKMW», YaCTMUYHOW aTpodmm 3puTenbHbiX Hepos. Onu-
caHbl pefikve B3pocsible popMbl GM-2-raHrnunosugosa | tuna
C MO3OHUM [ebHTOM M MeAJsieHHbIM MPOrpeccupoBaHNEM
3aboneBaHus, cpegu KOTOPbIX BbIAENSIOT OYeHb MATKWW
ncesno-AB-BapuaHT [52, 85].

Hanbonbluas yactota 6onesnn Tea — Cakca — 1 Ha
3000 HoBOpOXAEHHbIX, HAbNoaaeTCA Cpeay eBpeeB BOCTOY-
HO-EBPOMENCKOro MPOMCXOXKAEHUS. B apyrux aTHUYecKux
rpynnax u nonynsuMsx pacnpocTpaHeHHOCTb 3aboneBaHus
Ha AiBa nopsaKa Huxe u 0bbl4Ho He npeBsbiwaet 1: 300 000.
Takue 3HauMTenbHbIE PasnMunMa Mo yactoTe 3aboneBaHus
He MoryT 6biTb CBA3aHbl TONIBKO € IQ(HEKTOM OCHOBaTens.
Ina obbAcHeHMs HabntogaeMoit NONyASALMOHHOM M3MeH-
UMBOCTM MPUBIIEKAKOTCA MMNOTE3bI TEHETUYECKOTO Apenda,
CEJIEKTUBHOTO MpEMMYLLECTBA FETEPO3UTOT, YUYMTLIBAKOTCS
MUrpaLMOHHble, COLMANbHBIE U PESUTMO3HbE 0COBEHHOCTH
eBpeeB allKeHa3oB [49, 72, 93].

BbuoxuMmuyeckune ocHoBbl NaToreHesa

B ocHoBe natoreHe3a | Tuna GM2-raHrnnosngosa nexur
He[0CTaTouHOCTb anbha-Lenu GepMeHTa rekcolaMuHupa-
3bl A [59]. Kaxaplii M3 ABYX KOMMNOHEHTOB reKCo3aMUHMAA3bI
A v B sBnsetca retepo- unuM roMonoaMMEPOM, COCTOALLMM
U3 OLHOW MNW [BYX NOMUNENTUAHBIX CyObeAMHUL — anb-
(a 1 beta, KogmpyeMbix ABYMA pasHbiMu reHamn — HEXA
n HEXB. Anbda- v beTa-Lenu aaHHOro GepMeHTa CTpYKTYp-
Ho cxoxu [11]. Tomonorma Mexxay HAMW N0 aMUHOKUCIIOT-
HOM nocnepoBaTenbHocTH gocturaet 57 %. CooTBeTCTBEHHO,
Mexay reHamm HEXA n HEXB obHapyxeHa 55 % romonorus
Mo HYKNEeOTMAHOM NocnefoBaTenbHocTy. [ekco3aMuimaasa A
cocTouT U3 anba- u beTa-Lenew, To ecTb UMEET CTPYKTYpY
(anbtha-6eta)2. MekcozamMuHmaasa B sBnsetca roMmornonnMMe-
POM U1 COCTOMT TOJbKO U3 BeTa-Leneii. [pu passutum feduum-
Ta b6eTa-cybbeanHNUL, KOMMNEHCATOPHO YBENMUMBAETCA CUHTE3
anbha-Lenei, 4To NPUBOAMT K 06pa3oBaHKI0 reKcononMMepa
(6-anbda), Ha3biBaeMoro rekcosammHuiasa S. B Hopme atoT
BapMaHT reKco03aMMHNa3bl TAKIKe MPUCYTCTBYET B KPOBMU.

NoeHTMdUMUMpOBaHbI [OMEHbl B reKCco3aMWUHWAa3e,
OTBETCTBEHHbIE 3a pasHylo cybCTpaTHYK cneundUYHOCTD.
AKTUBHBIN cailT B beTa-CydbeiMHNLLE NPEUMYLLIECTBEHHO Je-
rPagnpyeT ecTecTBeHHble CybCTpaThl, B TO BPEMS KaK aKTUB-
HbIV caiT anbha-cybbeaMHULLI ENCTBYET NPOTUB CySbdaTn-
poBaHHbIX cybcTpatos [55, 66]. TonbKo rekco3amMuHmMpasa A
BMecTe ¢ GM2-akTvBaTOpHbIM 6€/IKOM MOXKET [erpagupo-
BaTb GM2-raHrnvosug.

CTeneHb TAXECTM TeuyeHWs 3aboneBaHWs Koppenupyet
C OCTaTO4HOM aKTUBHOCTBIO (hepMeHTa rekco3amuHmaassl A [79].
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Mpu Knaccnueckon dopMe akTuBHOCTb coctasnsiet 0,1 %, npu
toBeHunbHOW opme — 0,5 %, mpum B3poc/bix dopMax —
2—-4 %. Tpw ocTatouHoi aktveHocTM 11-20 % pa3suBaeTcs
MSArKWN nceBao-AB-BapuaHT co cTepToil KNMHWKON. BeigenstoT
peaKuiA BapuaHT B1, xapaKkTepusytoLminca HOpMasnbHOM aKTUB-
HOCTbO (hepMEHTa in Vitro N CHUXEHHOW aKTUBHOCTBIO in Vivo.

KapTtupoBanue n ugentudmkaums rena HEXA

Bce dopmbl GM-2-raHrnmosnposa | Tuna senstoTcs an-
nenbHbIMU 3aboneBaHnaAMU U 06YCNOBNIEHBI NPUCYTCTBUEM
FOMO3WIOTHBIX WM KOMMayHA-reTepo3uroTHbIX MyTaLui
B reHe HEXA [63, 64]. llepBble yKasaHWs Ha JioKanusa-
umio reHa HEXA B xpoMocoMe 15 Bbinu monyyeHbl npu u3-
YYEHUWM CUMHTEHHDBIX FPyNn reHoB Yy Mbllwei 1 YenoBeka [39].
3T [aHHble HalM NOATBEPXKAEHWE MPU UMMYyHOMOrUYe-
CKOM aHanM3e reTeponofIMMEPHON reKCO3aMUHMAA3bl A,
obpasylllencs B COMATMYECKUX TUOPUAHBIX KieTKax
MbILLb — YenioBeK. bbino noKasaHo, YTo B rMBPUAHBIX KIOHaX
KIIETOK, He MMEKLLMX XpOMOCoMbI 15, Ho copepalumx dpar-
MEHT XpoMocoMbl 15 yenoBeka, rekco3amMmuHmaasa A cocras-
neHa u3 anbda-Leneli YenoBeka U beta-uenen mbiwm [19].
bonee TouHOMyY KapTupoBaHuio 1 usonaumm KIOHKoBbIx no-
cnepoBarenbHocTei reHa HEXA cnocobeTBoBano obHapyxe-
HWe JBYX MaUMEHTOB C Aefeuyen B AJIMHHOM Mjleye XpoMo-
CoMbI 15, BK/IOHaIOLLLEN PalioH JloKanu3aumm reHa HEXA [26].
Wcnonb3oBaHue KIHKoBbIX KIOHOB B KauecTBe 30HA0B AJis
BbICOKOpa3peLUatoLL el rMbpuansauum in situ No3Boauno oT-
Hectn HEXA B obnactb 15q23-q24 [50]. KoampyroLian YacTb
reHa HEXA paspeneHa Ha 14 3K30HOB, pacnpegeneHHbIX Ha
nnowaay B 35 k6 reHomHoi [IHK [70]. B pa3Hbix TKaHsX Ha-
bntopaetca auddepeHumanbHas TpaHCKpUNUmMa 3'-HeTpaHc-
nupyeMoin obnact reHa HEXA ¢ obpasoBaHneM ABYX TKaHe-
cneunduyecknx U3ohopM anbda-Lenm rekco3aMuHAa3bI.

Mytauuu B reHe HEXA

B HacTosLLee BpeMs y MaLMEHTOB C pa3nnyHbIMU hopMa-
Mu GM2-raHrnmosngosa | TMna maeHtTMuLMpoBaHo bonee
COTHW pasfnyHbIX MyTauuii B reHe HEXA. Yawe BcTpeyva-
I0TCA MUCCEHC-MYTaLMKM, 0OHapyXeHbl Takxe Hebonbluue
CTPYKTYPHbIE NEPECTPOMKM W CMAANCUHIOBbIE MyTaumu. Ma-
YKOPHBIMM MyTaUMAMM NpU Knaccuyeckon dopMe 6onesHu
Tea — Cakca ABAAIOTCA MHCEPUMS YeTbIpeX HYKIeoTMAoB
B 3Kk30He 11 1 cnnaiicuHroBas MyTaums B MHTpOHe 12 reHa
HEXA [10, 48]. Wx yacToTbl cpeaun reTepo3unroT, NpuUHaA-
Nexawmx K rpynne eBpeeB-allKeHa3oB, jocturaeT 70
1 20 % cooTtBeTCTBEHHO. [lepBas MyTaums, XOTS U C MeHb-
LUeN YacToTOM, pacnpoCTpaHeHa TaKXKe CPefu NaLMeHTOB
c 6onesHblo Tes — Cakca He eBpeWCKOr0 NMPOUCXOXKAEHMS.
WNHcepumsa YeTbipex HYKNeoTUL0B NPUBOAMT K CABUIY PaMKU
CUNTBIBaHWA U 06pa30BaHNI0 NPEKLEBPEMEHHOIO TEPMUHH-
pytoLLiero KoAoHa. B onbiTax no caiT-HanpaBieHHoMy MyTa-
reHesy BbiIo NOKa3aHo, YTO MYTaHTHbIN TeH B 3TOM CJTy4yae
TpaHCKpUbUpYeTCs HOpMasbHO, HO NPOLIECCUHT MEPBUYHOMO
PHK-TpaHckpunTa HapyweH, Tak yto MPHK, npaktuyecku,
He obHapyxuBaetcs [54].
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MasxopHoit npu B3pocnoii dopme bonesnu Tes — Cakca
ABNSIETCA MUCCEHC-MYTaLMA B 3K30He 7, MPMBOAALLAs K 3a-
MeHe ININLMHA Ha CepuH B 269-M nonoxenun — G269S [52].
B onbiTax in vitro bbino nokasaHo, YTo NofobHas 3aMeHa
PE3KO CHUXAET KaTaJMTUYECKYH aKTMBHOCTb anbha-cybb-
eoMHULbI reKco3aMuHuaasel A [14]. XoTa MyTaums He oKa-
3blBaeT NpsMoro noepexaatoliero addexta Ha npouecc
anbba-auMepusaunn, ee KOCBEHHOE BAWSIHME HA AUMep
CBA33QHO C HApYLUEHWEM YCTOMYMBOCTM CKPYYEHHBIX MYyTaHT-
HbIX anb®a-Leneit npu GU3NONOrUYECKMX TeMnepaTypax.
3JTa «B3pocnas» MyTauus pacnpocTpaHeHa Kak B eBPENCKMX,
TaK 1 B He eBPeycKux nonynsumsx. B gansHenwuem bbiio no-
Ka3aHo, YTO TPY MaXKOpHbIe MyTaLMWN — MHCEPLMSA 4 HYKIeo-
TMAOB B 3K30He 11, cnianicuUHroBas MyTaums B UHTPoHe 12
U «B3pOCNas» MUCCEHC-MYTaLMs B 3K30He 7 — 0OBACHAT
98 % Bcex cnyyaes 6onesnu Tes — Cakca cpeay eBpeeB-aLu-
KeHa30B.

Mpn obcnepoBaHun bonee 46 ThiC. aMepPUKAHCKUX eB-
pees, 88 % n3 KoTopbix OblM BbIxoALaMu U3 Mosbwm
Poccum, YacToTa reTepo3vroTHOro HOCUTENbCTBA MyTaHTHbIX
anneneii B reHe HEXA coctauna 3,2 % [65]. 310 3HaueHue
obino BaBoe bonblue ans espees, amurpuposaswmx B CLUA
u3 Asctpuu, Benrpum nnmu Yexocnosakuu. Pacnpepene-
HWe CPeau reTepo3vroTHbIX HOCUTENIEN EBPEMCKOro M He
€BPEWCKOr0 MPOMCXOXAEHUS YeTbIpex KNaccoB MyTaLiid:
TpeX YNOMMHABLUMXCA BbIlE MaMOPHbIX MyTaUMid — WH-
CepLMiA HYKIIeoTUA0B B 3K30He 11, CMaicuHroBO MyTaLuu
B WHTpOHe 12, «B3pOCNO» MUCCEHC-MYyTaLMM B 3K30HE 7
(G269S) — ¥ HemaeHTUPUUMPOBAHHLIX MyTaLWMW, COCTaBU-
no73:15:4:8npotwB 16:0: 3 : 81 cootBeTCTBEHHO [64].
MopobHble pe3ynbTaThl ObIMKM NOMyYeHbl U NPU UcCne0Ba-
HWM JpyrvX BbIOOPOK reTEPO3UTOTHBIX HOCUTENEN EBPENCKOrO
U He eBPENCKOro NpoucxoxaeHus [29]. BuiseneHne MyTauuid,
XapaKTepHbIX AN Pa3fiNyHbIX ITHUYECKMX FPynn, AaeT BO3-
MOXHOCTb OCYLLECTBASATb MPOGUIAKTUYECKIE MEPONPUATHS,
Takue KaK CKPWHUHI FeTepo3WUroTHOr0 HOCUTENbCTBA ANf
(opMMpoBaHMs rpynn prcKa 1 NIaHUPOBaHWUSA NpeHaTasbHOi
AMarHocTUKM B Takux cembsax. Hanpumep, B CLLUA v U3pau-
ne co3faHbl U paboTaloT yKe ABa LEeCATUNETUS NPorpamMMmbl
CKpUHUHra GM2-ranrnno3nposa | TMna ans nuu eBpenckoro
MPOMUCXOKAEHUSA, YTO MPUBENO K PE3KOMY CHUMEHMIO Yncna
C/ly4aeB 3T0M 6one3HU cpean HOBOPOKLEHHBIX.

Cpeau mauMeHTOB pasfMYHOrO0 3THUYECKOTO MPOMCXOK-
AeHus ¢ BapuaHToM B1 6onesHu Test — Cakca Takke Ham-
OeHa cneunduyeckas MucceHc-myTauma [83]. 31a dopMa
3aboneBaHus 0cOBEHHO pacnpocTpaHeHa B CEBEPHOM Ya-
cTv TMopTyranum 1 4acTo NPOTEKAET TaM MO HBEHWUILHOMY
TMNy. Y BCEX UCCNeLOBaHHbIX MALMEHTOB C BapuaHToM B1,
33 MCKJIKOYEHWEM OIHOr0 M3 YexocnoBakum, bbina HaiineHa
O[JHOTUMHAs aMUHOKMC/IOTHaA 3aMeHa B 178-M monoxeHun
benka, obycnoeneHHas G-A-TpaHcBepcuen B 3K30He 5 reHa.
lpuMeyaTenibHO, YTO Y YELLCKOro NauueHTa B TOW e ca-
MO no3uuum bbina obHapyxeHa apyras MUCCEHC-MyTaLus.
B 3penom npoueccupoBaHHOM beslke MyTaHTHbIA CalT pac-
MOMIOXEH Ha paccTosiHUM okono 90 aMmuHokmcnoT oT N-KoHua.
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B cooTBeTCcTBUM C pe3ynbTaTaMu KOMMbIOTEPHOIO aHamu-
33 ObII0 BbICKA3aHO MPEeANONOoKeHUe, YTO MyTaLMK B 3TOM
0611acT¥ MOryT CyLLECTBEHHO MEHSATb BTOPUYHYK) CTPYKTYpY
(depmeHTa. 370 NpefLnoNioKeHMe HalIo NOATBEPKLAEHWE
B MPAMbIX 3KCMEPUMEHTaX MO CalT-HanpaBleHHOMY MyTa-
reHesy. bbino nokasao, 4yto Mytaumn B 178-M nonoxeHuu
HapyLUAOT KaTaJITUYECKYI0 aKTUBHOCTb afbda-Cybbe AMHULIbI
rexkcosamuHmaassbl A. Cneunduyeckas MUCCEHC-MyTaLms, CO-
MPOBOXKAKLLAACA aMUHOKUCIIOTHOM 3aMeHol B 247-M no-
NoXeHuH anbta-cydbeanHuubl (R247W), naeHtuguumpyetcs
y 32 % reTepo3nroTHLIX HOCUTENEN He eBPENCKOr0 MPOUCXOX-
[EHUs C NCeBLOHEA0CTAaTOYHOCTbIO rekco3amMuHmnaassl A [85].
Mpu 3T0M popMe GonesHu Tess — CaKca y HocuTeNel CoXpaHs-
€TCA BbICOKas KaTaJMTUYecKas aKTUBHOCTb (hepMeHTa.

Bo dpaHKo-KaHafCcKo nonynsuumM NpeBanvpytoLLmM na-
TOreHHbIM BapuaHTOM B reHe HEXA siBnsieTcs npoTseHHas
Leneuust ASiMHoW 7,6 K6, 3atparvBaioLias 4acTb MepBoro
MHTPOHA, NepBbIli 3K30H, NPOMOTOPHYK 0651acTb M nocne-
[0BaTeNbHOCTL M3 2 KB, pacmofioKeHHyl € 5'-KoHua oT
npoMoTopa [47]. 3Ta peneums bbina obHapyxkeHa B 18 u3
22 He3aBMCMMO CErperypyloLwmx MyTaHTHBIX XpOMOCOM Na-
LMEHTOB [LaHHOW 3THUYECKOM rpynnbl. Mpu ceKBeHUpOBaHMM
TOYEK paspblBa ObINI0 BbIABNEHO NPUCYTCTBUE ABYX CXOAHBIM
0bpa3oM opreHTMpoBaHHBbIX Alu-nocneaoBaTtenbHOCTel, pac-
MOMOXEHHBIX Ha KOHUax Aeneuun. Mo-Buoumomy, aeneums
BO3HMKJIA BO BPEMS FOMOJIOMMYHOM peKoMOUHALMM U HepaB-
HOro KpoccuHroBepa Mexay Alu-nocnefoBaTeNlbHOCTAMM.
WNHTepecHo, 4TO HOCWUTENM 3TOW Aeneunn B DObLUMHCTBE
CBOEM OblM BbIXOALAMM M3 10r0-BOCTOYHOr0 KBebeka.
BocctaHoBneHbl pofOCHOBHbIE 3TUX JIOAEN, HAaCUMUTbIBaKO-
wue, B cpenHeM, 12 nokonenwii [21]. NneHtuduumpoBaHo
60 npenkoB n 80 eBponelickux ocHoBaTenen, 0bLWMX ons
BCEX WUCCNeA0BaHHbIX HOCUTENE 3TOW AeneLmu.

JKcnepuUMeHTasNbHbIE MOJENN

CKOHCTpyMpoBaHa TPaHCreHHas «HOKayT»-JIMHWSA Mbl-
wen Hexa(-/-) ¢ WHAKTMBMPOBAHHBIM FEHOM reKCO3aMu-
HuAa3bl A [84]. XoTa y MyTaHTHbIX JXMBOTHbIX MPOUCXOAUT
HakonneHvne GM2-raHrnmosuaos B UHC, HUKaKuUX BUOMMBIX
MOBEAEHYECKUX UM HEBPOSIOrMYECKUX aHOManuii He pas-
BMBaeTCA. bbifo BbICKA3aHO MPeAnosoKeHMe, YTO B JIMHUM
Hexa(-/-) katabonmsm HakonneHHoro GM2 ocywectenset-
€Sl NOCPeSCTBOM KOMBWHMPOBAHHOTO AENCTBUS CManupasb
1 beTa-rekcozammHniasel. Cnanmpaasa oTiLennifeT cUanoByto
KUCNOTY OT HakonneHHoro GM2-raHrnuosupa, dbopmupys
ravkonmnug GA2, KOTopblid B JanbHEMILEM pacLiennsercs
beTa-rekco3amMuHMaasoin. [lna npoBepku 3Toro nmpeanoso-
YKeHWs Bblia CKOHCTPYMPOBaHa TPAHCTEHHAA JIMHUSA MbILLE
C KOMbMHMPOBaHHOM HepocTaToqHocTbl0 HEXA n cnanupass
NEU3 — Hexa(-/-)Neu3(-/-) [78]. Mpu poxaeHnm y MyTaHT-
HbIX JKMBOTHbIX He BbIN0 BUAMMBIX aHOMasMiA, HO B UX MO3re
MPOUCXOANNI0 aHOManbHoe HakonieHue GM2-raHrnunosunga,
COMPOBOXJaloLLeecss NpOrpeccupyioLLen HelpofereHepa-
umen, Habmoganach LMTOMIa3MaTMYecKas BaKyoiu3auus
HEiPOHOB W NNIENOMOPQHbIE BKIIOYEHUS B KNIETKAX MHOMUX
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Apyrux opraHoB. CMepTb HacTynana B Bo3pacTe ot 1,5 Ao
4,5 mec. TakuM 06pasoM, GeHOTUNMYECKME aHOManuK B Jn-
Hun Hexa(—/—)Neu3(—/-) cooTBeTCTBYIOT HerponaTonoruye-
CKUM W KIIMHWUYECKMM NposBneHusM bonesnn Tea — Cakca
C paHHUM HayanoM, a cama JIMHUSA SBNSeTCS afleKBaTHOM
MOJENbI0 3TOr0 3aboseBaHuMs, NPUrofHON Ans pa3paboTku
BO3MOJHbIX TEPaneBTUYECKUX NMOAXOAOB U U3Y4eHUs MmaTo-
reHEeTUYECKUX MEXAHU3MOB XPOHUYECKOr0 HENpOBOCTaNEHUS,
WHLYLMPOBaHHOI0 HaKonneHneM GM2-ranrnmosunga [22].

CKOHCTpPYMpOBaHa OpWrMHanNbHas KieTouyHas Mofenb
Bonesnn Tes — Cakca [86]. U3 bronTatoB KoM MauumeHToB
¢ 6one3Hbto Tes — Cakca bblaM M307IMPOBaHbI MITOPUNOTEHT-
Hble CTBOJIOBblE KIETKM W 3aTeM NpoussefieHa ux audde-
PeHUMpPOBKa B HeBpasbHble cTBOMOBbLIE KNeTKM (TSD NSCs),
B KOTOpbIX Habnofanu Bce NpU3HaKM JIM30COMHOMO HaKo-
NNeHus Mnuaos. BeeaeHne B KynbTypy 3TUX KIETOK pe-
KOMOMHAHTHOW reKco3aMuHuaasbl A 4enoBeka MM ABYX
HeboNbLUMX MOJIEKYNAPHBIX LUANepPOHOB — 2-TMAPOKCUNpO-
nun-6eta-umknogekctpuia (HpPCD) u 6-Tokodepona —
MPUBOANIIO K CHUKEHWHO CKOPOCTU HAKOMJIEHUS IMNUAOB, YTO
MOATBEPKAAET MEePCNEKTUBHOCTb UCMOMb30BaHUsA (epMeH-
To3aMelLaloLLel U hapMaKonorMyeckomn LuanepoHoTepanuu
bone3nu Tes — Cakca.

B reHoTepaneBTUYeCKUX OMbITaX, MNPOBEAEHHBIX Ha
TPaHCreHHOM JIMHWM MbllLeli Hexa(—/—), NoKasaHo, 4To MaK-
CMManbHas aKTMBHOCTb FeKCo3aMMHMAasbl A pgocturaercs
TOMbKO MPW afeHOBUPYCHOM BBeLeHUM 06omx reHoB HEXA
n HEXB [30]. B atoM cnyyae npoMcxoamT MaccupoBaHHas
CEKpeLms epMeHTa M3 MeYeHu B KPOBb U MOSIHOE UMK Ya-
CTMYHOE BOCCTAHOBJIEHWE €ro aKTMBHOCTM BO BCEX McChe-
L0BaHHbIX Nepudepuyeckux TKaHAX. B aTux akcnepumeHTax
MoKasaHa HeobXoayMMOCTb runepaKcnpeccun obemx cybb-
e[IMHWL, reTepoanMMepHoro benka ans noayyeHUs BbICOKOMO
YPOBHS €ro CEKPeLmnn y Mbllen, AedeKTHBIX JINLLb MO OLHO
3 cybbeanHULL.

JlabopaTopHas AMarHocTUKa U NpodmnakTuka

Hanunune Mukpouedanuu B coyeTaHun C CyLOPOKHBIM
CMHOPOMOM, CUMMTOMOM «BULUHEBOW KOCTOYKM» U PE3KO
BbIPa)KEHHON peakumelt MNafeHuUa Ha 3BYK NO3BOASAIOT 3a-
nofo3putb GM2-raHrnuosnpos | tuna. Bepuduumkaums
AMarHosa npoBOAMTCA MYTEM WCCEeS0BaHWA aKTUBHOCTY
rekcosamuumaasel A u B B neiikoumTax, CbIBOPOTKE KPOBM.
Mpu 6one3nu Tes — Cakca HabnopaeTcs HU3Kas aKTUBHOCTb
reKco3amMuHMaasbl A Npu CoxpaHeHUW HOpManbHOW UK No-
BbILUEHHOW aKTMBHOCTU reKco3aMuHMAasbl B v ToTanbHoil
reKco3aMUHMAA3bl.

K HacTosweMy BpeMeHM He paspaboTaHo naToreHeTW-
Yeckux MeTof0B Tepanum 6onesnn Tes — Cakca. OgHako Ha
3KCMEepUMEHTabHbIX MOLENAX MoKa3aHa NepcrneKTMBHOCTb
Pa3nMuHbIX MOAXOAO0B AN KOPPEKLMM HEBPOJIOrMYECKMX
MpOABNIEHU  AaHHOro 3aboneBaHus, TaKWUX Kak TpaHCMaH-
Tauus reMono3TUYECKMX CTBOJIOBBIX KIIETOK, LUAMNEpOHO-
Tepanus, GepMeHTHas 3aMecTUTeNbHas, cybcTpaTpesyLm-
pylowas u reHHas Tepanusa [16]. OcHoBHas TpyAHOCTb Npu
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MCMOIb30BaHUM 3TUX CTpaTeruii CBA3aHa ¢ He0OX0AMMOCTbH
Koppekuun natonorudeckux npoueccos B LHC. B cBsisu
C 3TUM WCCNeayloTCs BO3MOXKHOCTU MPEeOSofIeHNs reMaro-
3HUedanuyecKoro bapbepa nyTeM BBELEHWUS HEODXOAWMbIX
BELLECTB MHTPATEKaNlbHO WM WHTPABEHTPUKYNIAPHO, a TaK-
K€ UCMOMb30BaHMe CreLmanbHbIX NenTuaoB, obneryarmLmx
TPaHCMOPTUPOBKY JIEKAPCTBEHHbIX NPENapaToB U3 KanunspoB
UHC k HeipoHaM. [Mpu 3ToM Haubonee adheKTMBHBIMM Cro-
cobamu [0CTaBKM, NO-BULMMOMY, SBSIOTCA COBPEMEHHbLIE
METOAbI FeHHO Tepanuu U reHOMHOTo peflakTUpoBaHms [37].

GM-2-TAHIIMO3UA03 11 TUNA,
BONE3Hb 3AHAX0P®DA (CAHAXOD®DA)

Knuuuka u annpemuonorus

B ocHoBe natoreHe3a GM-2-raHrnuo3ugosa Il Tuna ne-
¥ut peduunt depmeHTa beta-rekcosamuHupasel A u B.
KnuHuyecku 3aboneBaHne 6mm3Kko K bonesnu Tes — Cakca.
MepBble CUMMTOMbI B BUAE perpecca paHee NpuobpeTeHHbIX
MCUXOMOTOPHBIX HaBbIKOB 3aMETHbI yKe B MepBble 6 Mec.
u3Hu. pu ocMoTpe oTMevaeTcs Makpouedanus um BTo-
puYHas MUKpouedanus, MbILLeYHas TMNOTOHMS, HEBPOIO-
rMyecKas CUMNTOMaThKa (MMpaMUiHble HapyLIeHUs, MO3-
JKEUKOBas aTaKcus, runeppednexcus, ausaptpus). OnucaHbl
HapyLLEHWUs MOTOOTAENEHUS U HU3KAA TONIEPAHTHOCTb K MO-
BblLLEHHOI TeMnepaTtype. OdTanbMonornyeckne NposBIEHMS:
CUMMTOM «BWLLUHEBOI KOCTOYKM», C1IaboBMaeHUe M crenoTa.
3aboneBaHue NpoTeKaeT NPOrpeaveHTHO, NPUBOLA K NeTalb-
HOMy ucxogdy fo 3-neTHero Bo3pacTa. [ucTonornyecku obHa-
PYXMBAKT HaKonneHne GM2-raHrnno3naoB B LiEHTpaNbHOM
HEpPBHOW CUCTEME M BHYTPEHHUX opraHax. B otnmume ot 6bo-
ne3nun Tes — Cakca B CTpyKType 3aboneBaHus npucyTcTay-
€T MaKporfoccus, renatocrjieHoMeranus, KapamoMeranms
W CKeneTHble AUCTNa3nn.

bonesHb 3aHaxodda OTHOCUTCA K YMCIY PeAKUX ayTo-
COMHO-peLieccuBHbIX 3abonieBaHuii. YacTota bombHbIX cpe-
OM HOBOPOX[AEHHbIX, 00bl4HO, He mpeBbiwaeT 1:300000.
WNHTepecHo, uTo YacToTa HOCUTENBbCTBA MyTaLWiA Cpeay eB-
peeB alKeHa3oB B reHe HEXB coctasnset 1: 1000, Torpa
KaK B Lpyrvx nonynsumsx HeckonbKo Bbiwe — 1: 600 [17].

HeobbluHo BbICOKas yvacToTa MHQAHTUABHOW (OpMbI
bonesnn 3anaxodda, 3apeructpupoBaHa Ha Kunpe cpe-
AV HebOoMbLION PeNurMo3Hoi Fpynnbl XPUCTMAH MapoHM-
ToB (Christian Maronite) [24]. Oka3anocb, 4To y BCEX 3TUX
BonbHBIX MMeeTca cneunduUyeckas roMO3UroTHas MyTaLus
B reHe HEXB — peneums ageHuHa B 76-1 nosuumu. Yacto-
Ta reTepo3UroTHOr0 HOCMTENLCTBA 3TOW AeNeUUn B AaHHOM
rpynne coctaBnset 14 %, a cpeu UNeHOB CEMEN C UCTOPUEi
3aboneBaHus — npesbiwaet 50 %. CTonb BbICOKKUE YaCTOThI
AaHHOW MyTauum o6bACHAOTCA 3P HEKTOM ocHoBaTeNS.

BuoxuMuyeckune ocHoBbl NaToreHesa

Bce BapuaHTbl GM2-ranrnmo3ngosa Il Tuna obycnosneHbl
HacneLCTBEHHOW HEAO0CTAaTOYHOCTLI0 DeTa-Lienu reKkco3amu-
Hupasbl. [pu 3T0M y 6OMbHBIX, KaK NpaBuno, OTCYTCTBYIOT
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0ba KOMMOHeHTa rekcosamuHmupasel — A u B, a obwas
(epMeHTaTMBHAA aKTMBHOCTb MeKCO3aMWUHMAA3bl B CbIBO-
POTKe KpoBW He npeBbilwaeT 5 %. Hapsagy ¢ Knaccuyeckum
BapuaHTOM bone3Hu 3aHaxodda onucaHbl pefKne KBEHUIb-
Hble 1 [faxe B3poc/ble GopMbl 3a00s1eBaHMSA, MPU KOTOPbIX
aKTUBHOCTb reKkco3amuHmaassl gocturaet 20-40 % no cpas-
HEHMIO ¢ HOpMOW. HecMoTps Ha DoMbLLIOE CXOLCTBO MEXay
GM2-ranrnmo3angosom | 1 Il Tvna no obLueit KNMHUYECKO
KapTuHe, 6one3Hb 3aHaxodda XOpoLIo AUarHoCTUpyeTcs no
0C0D6EHHOCTAM KaTaNIMTUYECKOI FeKCO3aMMHUAA3HOM aKTUB-
HOCTW 1 M0 HaNM4MI0 Y BOJIbHBIX renaTocnieHoMeranuu.

lMoKa3saHo, YTO aKTUBHOCTbL FeKCO3aMMHMAA3bI A B Kyfb-
TMBMPYEMBIX KNIETKaX nauueHToB c OonesHblo Tes — Cakca
BOCCTaHaB/IMBAETCS NPU UX CIUAHWM C KNeTKaMM MalueHToB
c bonesHbto 3aHaxodda, To eCTb MPOUCXOANT reHeTUYECKan
KoMnneMeHTaums fedekrta. B retepokapuoHax, obpasywo-
LUMXCA B Pe3ynbTaTe CIMAHWA KYNbTUBMPYEMbIX KIETOK Na-
LIMEHTOB C KNTAaCCMYECKOM W 0BEHWUIbHOW UK [lae B3POC/Ioi
(hopmamm bonesnn 3aHaxodda, KOMMIEMEHTaUUM He NPoKC-
XOAMT, TaK KaK 3Tu 3aboneBaHust ABNAIOTCA aniebHbIMK Ba-
pWaHTaMu, 00YCNOBAEHHBIMU NPUCYTCTBUEM Pa3SIUYHBIX MY-
TauuMin B 0HOM U ToM e reHe HEXB. Pa3paboTtaHbl MeTobl
UCC/e10BaHUA aKTUBHOCTM FeKCO3aMUHMAA3bI 1S CKPUHMH-
ra 6onesHen Tes — Cakca u 3anaxodda y HOBOPOKAEHHBIX
B CYXWX NATHaX KpoBu Ha dunbTp-bnatkax [18].

KaptupoBanue n upentudukauus rena HEXB

C ucnonb3oBaHWeM METOAOB COMaTWYecKoM rmbpuau-
3aumm bbIno nokasaHo, 4To reH HEXB nokanu3oBaH B Xpo-
mMocoMe 5 [28]. OnucaHue pebeHka, y KoToporo Hapsgy
c bonesHbto 3aHaxodda bbina obHapyMeHa BO3HMKLUASA
de novo cbanaHcupoBaHHas TpaHcnokaums t(5;13)(q11; p11),
MO3BO/IM/O HEe TONIBKO YTOYHUTbL JioKanu3auuio reHa HEXB
B [JIMHHOM MfieYe XPOMOCOMbI 5, HO W aeHTMdMLMpOBaTh
3T0T reH [43]. MpoTtshxeHHOCTb reHa HEXB cocTaBnisieT oKoso
40 K6 [71]. Ero Koampytowas obnacTb pa3aenieHa Ha 14 3K30-
HOB. Mbl y}e 0TMeyanu BbICOKWW NPOLIEHT FOMOOTUN MeX Iy
reHamu, Koavpylowmumn anbga- u beta-cydbeanHULbI Tek-
co3amuHupaaskl. bonee Toro, 12 n3 13 MHTPOHOB 3TWX reHOB
pa3pbiBalOT KOAMpYHoLLY 0611acTb B rOMOMOMUYHBIX NO3M-
umax. He BbI3biBaeT COMHeHWs To, 4To reHbl HEXA n HEXB
3BOJIIOLMOHUPOBANM NyTEM AYN/MKaLuUW OT obLero npeaxa.

Mytauuu B rene HEXB

Hanbonee yacToi MyTaumeii npu fetckux Gopmax bones-
Hu1 3aHaxodda ABnseTca npoTaxeHHas 16-kb peneuus, 3a-
XBaTbIBalOLLAA NPOMOTOPHYIO 0611aCTb, NepBble NSATb 3K30HOB
1 YacTb MHTpOHA 5 reHa HEXB [53]. leneuus, no-suaumomy,
BO3HWKAET B pe3ynbTaTe PeKoMOMHAUMM MeXAay [LByMs
Alu-nocnepoBaTeNibHOCTAMM, MPU 3TOM TOYKM Pa3phbiBa
OOMKHbI ObITb NIOKANM30BaHbl NOCPEAMHE MeXAay JIeBbiM
1 npaBbiM njedoM Kawporo Alu Tak, ytobbl npu meneuum
MHTaKTHbIN Alu-3neMeHT BoccTaHoBucA. Jta 16-KbO pe-
neums coctaBnseT 27 % cpeayM MyTaHTHbIX annenei na-
LMEHTOB C TSXKENbIM TeyeHWeM bonesnn 3aHaxodda [44].
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Yacto y bonbHbIX 06HapyxuBaeTcs ewe 6onee NpoTsKEH-
Hasi Aeneums pamepom okono 50 K6, TakKe HauMHaloLLascs
B MHTPOHE 5 W BbIXOAALAsA B 5'-HanpaBneHun 3a npegensb
reHa HEXB [12]. B yactHocTH, 3Ta Aeneums bbina 0bHapyeHa
B 46 % MyTaHTHbIX XpOMOCOM Y 14 HepOACTBEHHbIX NaLMeH-
TOB, XMBYLLMX B pa3Hbix yactax EBponbl [13].

Mo KpaiHen Mepe, TpU MyTaLuMM, HapyLlalolwme cnnan-
CUHT, BbIM MAEHTUOULMPOBAHBI Y NALMEHTOB C HOBEHWUSIb-
HbiMu dopMamn 6onesnn 3anaxodda. OpgHa M3 HUX —
G-A-TpaH3uums, pacnosioxKeHHas HefaneKo oT 3'-KoHua UH-
TpoHa 12 — NpUBOANT K CO3A,aHNI0 HOBOTO CaiTa CrTANCHHIa,
B pe3ynbTate yero npoucxogut uHcepums B MPHK 24 Hykneo-
TMO0B M3 3'-KOHLLEBOW NOCe0BaTeNIbHOCTU MHTPOHa 12 [51].
[pyras cnnaiicuHroBas MyTaumsa NpuBoauT K uHcepumn B MPHK
18-HyKNneoTMOHOM nocnefoBaTeNlbHOCTM 3K3oHa 14 [23].
N TpeTba MyTaums — 3aMmeHa C Ha T B 8-/ nmo3uumm 3k3o-
Ha 11, conpoBoXAaloLLascs 3aMeHoW NpoaMHa Ha NerLmH
B 417-1 no3vumm 6eTa-Lenm rekco3aMuHn,asbl — NpUBOAUT
K aKTMBaLMW KpUMTUYECKOro CaifTa CrlaicuHra 1 ownboyHo-
My Bblpe3aHuto 3k3oHa 11 [87]. B npsaMbIx akcnepuMeHTax no
TpaHcdeKumn MyTaHTHo KIIHK 6bino nokasaHo, 4to 3Ta 3a-
MeHa UHIrMbMpyeT NpaBuUNbHBbI 0TBOp HOpManbHoro 3'-caiTa
cnnaicura.

OnucaHbl MHTEpEeCHbIe Cy4an MexannenbHoi KoMmnne-
MeHTaumm B reHe HEXB. B uacTHocTM, y maumeHTOB, npu-
HapJieXalumx ofHoi $paHKo-KaHaACKoW ceMbe, 16-Kb pe-
fleuys, 4acTo BCTPeYAIoLLAACs NpK CaMbIX TAXENbIX GopMax
bonesun 3aHaxodda, B KOMNayHAe C HapyLIaoLen cnnaii-
CUHI MUCCEHC-MyTauuen B 3k30He 11, onucaHHOM BnepBble
B ANOHMM y NaumeHTa C BEHWNbHOI GopMoii 3aboneBaHus,
nposiBAnach Kak B3pocnas dhopMa C KpaiHe MAMKUM Teye-
HueM 3abonesaHus [44].

JKcnepuMeHTanbHbie MOJENN

Co3snaHa TpaHcreHHas nunus Hexb(—/-) ¢ uHakTMBMpO-
BaHHbIM TeHOM beTa-reKkco3aMWHWAasbl, MoLenvpylLlas
bonesHb 3anarodda [67]. B otnnmume ot nuHum Hexa(—/-)
Yy Mbiwen nuHun Hexb(—/—) pasBuBaeTcs Tsxenas Heipo-
[ereHepaTuBHas 60/1€3Hb CO CMACTMKOM, MbILLEYHOI cnabo-
CTbI0, PUTMAHOCTbIO, TPEMOPOM U aTakcuei. B Mo3re MyTaHT-
HbIX JKMBOTHbIX AOMOSHUATENLHO OTKNIAAbIBAETCA M3OLITOK
ravkonunuaa GA2, a Takke Habniofaetcs MaccuBHoe UCTo-
LLIeHMe aKCOHOB CMIMHHOIO Mo3ra BC/IeACTBHE HEMPOHANbHOMo
HakonneHuss GM2 ¢ nocneaytowen rmbenbio HeMpPOHOB, Ho-
cslLen xapakTep anonTto3a [36]. No-BuanMoMy, HakonneHue
GM2-raHrnmo3npa wnm ero npou3BOAHBIX B MO3Te CITYHUT
CBOE0DOPa3HbIM TPUTTEPOM A MEPEKITYEHNUS| TEHOMHOIA
NpOrpaMMbl KIIETOK Ha anonTos.

lpennonaraercs, YTO NPOrpeccUpyIOLMiA HEBPOSOru-
yeckuit eHoTUN B NMHUM Hexb(—/-) cBsf3aH C BbipaboTKom
Y MYTaHTHbIX MbILLEN ayTOMMMYHUTETA MO OTHOLLEHMIO K FaH-
r1o3naaM. 370 NOATBEPKLAETCA MPUCYTCTBUEM B CbIBOPOT-
Ke KpOBM aHTUraHrNIMO3WAHbIX ayTOAHTUTEN U MOSBNEHUEM
B Mo3re uBoTHbIX IgG [91]. YTobbl Onpenenutb ponb
3TUX aHTUTEN, Y MYTaHTHbIX MMBOTHbIX NMHUM Hexb(—/-)
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L0NONHUTENBHO Bbin paspyLueH reH Fc-peuentopa y (FCERTG),
MPOAYKT KOTOpPOr0 WrpaeT K/YeByld poib B passu-
TMM ayToMMMyHuTeTa. HecMoTps Ha TO YTO HaKOMNeHue
GM2-raHrn1o3ngoB B Mo3re ABOMHBIX MyTaHTOB COXPaHA/OCh
Ha MpPeXHeM YPOBHE, UX MPOAOIIKMTENBHOCTb HU3HW 3HauU-
TENbHO YBENMYMNIACck, HEBPONOMUYECKMI (eHOTUN Bbin Bbl-
paXeH cnabee, ¥ YMEHBLUMNOCh YUCNIO anONTO3HbIX KNETOK
8 UHC. Mo-BuaMMoMy, ayTOMMMYHUTET UrpaeT BaXHylo poib
B matoreHese 6one3Hn 3aHaxodda, M aHTUraHrMO3UAHbIE
ayToaHTMTeNa MOryT BbITb MCMO/b30BaHbl B KA4ECTBE MULLIEHH
LS Tepanu.

Mpu ABOMHOM HoKayTe reHoB Hexa u Hexb y TpaHCreHHbIX
MbILLIEN HapAAY C NPOSBNEHUSAMM FaHIMIMO3K03a Pa3BUBalOT-
CA NPU3HaKM MyKonosnncaxapuao3a [73]. MyTaHTHbIe XMBOT-
Hble MOLENbHON JIMHUM MbILLENA, B KOTOPOI 0JHOBPEMEHHO
OblM HapyLUeHbl CUCTEMbI CUHTE3a U Aerpafauun KO-
COUHTONMNULOB, WUMENW YAyULLeHHble HEBPONOTrUYeCcKMe
XapaKTepUCTUKM W BOMbLLYI0 MPOACIKUTENBHOCTb KU3HMK,
TaK KaK MMKOCOUHIONMNMABI Y HUX He Hakannueanmchb [40].
OpHako B boniee no3gHeM Bo3pacTe Y HUX pa3BUBaNach He-
Bposioruyeckasn 6onesHb, 00yciIoBNEHHas HaKoMNEHWEM Apy-
roro Knacca cybctpaToB — oniMrocaxapuzos.

OnHa v3 BO3MOXHbIX CTpaTeruit nedenns GM-2-raHr-
NIM031030B OCHOBaHa Ha MCMO/b30BaHWUM MHIMBUTOpPOB b1o-
CUHTe3a rMKocGuHronunnaos. K uncny Takux uHrburopos
oTHocuTCA N-BYTMNAEOKCMHOMMPUMULMH. 3TOT npenapar
Obin anpobupoBaH B KIIMHUYECKUX WCTIBITAHUAX NS feve-
HWUA HeHelipoHonaTUyeckoi GopMbl bonesHu Mowe | TUMa.
Ha TpaHcreHHbIX NuHMsX Mblwen Hexa(-/-) u Hexb(-/-)
BbII0 NOKa3aHo, YTo MpM NpUeMe 3TOr0 MHIMBbUTOpa CHUXa-
€TCS HaKOMMEHWe TMKOCHUHIONMMMAOB He TOMbKO B Mepu-
(hepuyeckux TKaHSAX, HO U B MO3re MYTAHTHBIX UBOTHbIX,
4TO NPUBOLUT K YBEMYEHMIO NPOLOSIKMTENBHOCTY UX KM3HM
1 Bonee MATKUM NPOSBNIEHMSAM HeBposiornyeckoro deHotmna
B HuM Hexb(-/-) [38, 68].

OcHoBHble naTtonoruyeckue npoueccel npu GM2-
raHrnmosngose passuatotcs B LHC. OpHako reHbl HEXA
1 HEXB 3KcnpeccupyloTcs He TONIbKO B HEMPOHAX, HO B Apy-
TUX TUNax KIeToK. Ha ocHoBaHWM 3TUX AaHHbIX Obina npes-
MPUHATA NOMbITKA FeHOTEPaneBTUHECKOW KOPPEKLMUM OCHOB-
HbIX NaToONOrMyecKux nposiBieHnn bonesnn 3aHaxodda Ha
MOZeNbHOI NMHUM Hexb(—/-) nyTeM BBEAEHUS CENEKTUBHBIX
BekTopoB AAV-BR1-CAG-HEXA u AAV-BR1-CAG-HEXB B 3H-
L0TenuanbHble KNeTku Mo3ra [25]. B cucteMe in vitro 6bino
MOKa3aHo, YTO B TPaHCAYLMPOBAHHBIX KIETKax HauMHaeTcs
NPOU3BOLCTBO COOTBETCTBYIOLMX (GepMeHToB. B cucteme
in vivo BHYyTPMBEHHOE BBELEHME B3POC/bIM U HOBOPOXJEH-
HbIM MBOTHbIM COOTBETCTBYIOLLMX FEHOTEPaneBTUYECKUX
BEKTOPOB MPUBOLMUNO K YBESIMHEHUIO MPOAOMIKMTENBHOCTH
WX JKMU3HW, YIYYLIEHWI0 MHOTWUX HEBPOJIOTMYECKMX MOKa3a-
Teneld, aKTMBaLMU acTPOLMTOB M CHKEHUIO YPOBHS HaKo-
nneuns GM2-ranrnuosnpa u ravkonunuaa GA2. Takum 06-
pa3oM, 3HLOTENIMANbHbIE KITETKW MOXHO paccMaTpuBaTh KaK
a[leKBaTHYH MULLEHb 1S reHoTepanun GM2-raHrnmosunposa
W, BO3MOXHO, APYruX NIM30COMHBIX 60ne3Hei.




HACJTEICTBEHHBIE BOJTE3H OBMEHA

JlabopatopHas AMarHoCTUKa U neyeHue

CoyeTaHue KMHUYECKUX Npu3HakoB GM2-raHrnno3nposa
C renaTocrnjeHoOMeraaMen W HU3KOW aKTUBHOCTLIO eK-
c03aMuHMAasbl A, rekcosamuHupasel B u ToTanbHoi
B-rekco3aMuHupasbl B feHKOLMTAX, CbIBOPOTKE KPOBM
n ¢ubpobnactax no3BonseT AWarHoCTMpPoBaTb 00Je3Hb
3anaxodda. [onosHMTENbHBIMU WUCCNE0BaHUAMU ABNSA-
loTCS OMpefeneHne MEHUCTbIX KIETOK B MyHKTaTe KOCTHOrO
MO3ra U runepaKckpeums ¢ Modon N-aLeTunrnKo3aMuH-
COAEepXKalLUMX ONMrocaxapuaoB. [MarHo3 cuuTtaeTcs [OoKa-
3aHHbIM MU UAEHTUUKaLMM MyTaumi B reHe HEXB.

B HacToslee Bpems maToreHeTUdeckas Tepanua GM2-
raHrnMo3nao3oB He paspabortaHa. OgHako B psage Menu-
LMHCKMX LIEHTPOB MCCNELYeTCs BO3MOXHOCTb MPUMEHEHUS
ANS 3TUX 3ab0NneBaHMN COBPEMEHHBIX TepaneBTUHECKUX
MOAXOAO0B, TaKUX KaK TPaHCMIaHTaUMs reMono3TMYeCKMX
cTBON0BLIX KeToK, ®3T u cybeTpaTpesyumpytoLLas Tepanus;
(apMaKonoruyeckas LianepoHoTepanusi, reHHas Tepanus
U reHoMHoe pefaktupoBanue [37]. Tak, HanpuMep, in vitro
nokasaHa nepcrektueHocTb ®3T bonesHun Tes — Cakca ¢ uc-
Mofb30BaHMEM PEKOMOMHaHTHbIX (OpPM reKco3aMuHuaa-
3bl A u B (rhHex-A u rhHex-B), npousBefeHHbIX B ApoXoke-
BOVi cucteMe Pichia pastoris [27]. B kynbType ¢ubpobnactos
0b6a depMeHTa MPOHWKAKOT B KIETKW NyTEM 3HLOLMTO33,
0MOCPef0BaHHOT0 MaHHO3HbIM WU MaHH030-6-hocdaTHbIM
peLenTopamu, U JOCTUralT IM30COM, YTO MPUBOAMUT K CHU-
YKEHWIO YPOBHA HaKOMMEHMUS JIMNMA0B U YMEHbLUEHMIO 06beMa
JIU30COM.

[naBHoi nNpobneMon reHoTepaneBTUYECKUX NpPOEK-
TOB fBNSETCH He0bX0AMMOCTb CO3AaHNSA BbICOKUX YPOBHEN
anbda- 1 beTa-cydbeanHUL, reKco3aMUHMAA3bl B HYXKHOM
COOTHOLLEeHMM 1 be3omacHas [oCTaBKa WX BO BCe MaTosio-
rMyeckue opraHbl U TKaHW. C 3TOM Lenbio co3[aHbl HOBbIE
BULMCTPOHHbIE NIEHTUBUPYCHBIE BEKTOPbI, NOKa3aBLLUKe CBOK
3 PeKTMBHOCTb U 6e30MacHOCTb KaK in vitro, TaK U in vivo
Ha TPaHCreHHbIX JIMHUAX Mbllel, Mogenupyowmx GM2-
raHrnMo3npo3. lepcneKkTUBHa TaKKe HOBas CUCTEMa reH-
HOro pefaKTMpOBaHMs C UCMOMb30BaHNEM MOAU(ULMPOBAH-
HOM MIO-CyObeAMHULLI FeKCO3aMUHMAA3bI YenoBeKa (HEXM),
cnocobHon perpaampoBatb GM2-raHrnunosuabl nyteM obpa-
30BaHMA roMoAMMepOB [62].

BOJIE3Hb TEA — CAKCA
(AMABPOTHMYECKAS UAKOTUA
TES — CAKCA), GM2-
FAHTIMO3NA03, TUM AB

Knunuka v annaeMuonorus

Tpetuit Tvn GM2-raHrnno3naosa, unm BapuaHt AB 6o-
ne3uu Tes — CaKca, CBA3aH C MyTaUMAMM B TeHe aKTUBM-
pytoiero daxktopa GM2A, HeobxoamMMoro ans paspyLueHus
GM2-ranrnuosupa rekcosamunHmnpason A [20]. KnuHuyecku
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BapuaHT AB GM2-raHrnmo3nao3a cooTBeTCTBYeT BapuaHTy B
bonesnn Tes — Cakca. [leboT B nepBble MeCALbI M3HM, Xa-
PaKTepHbl CUMMTOM «BULLHEBOW KOCTOUKM» C NOCNeytoLLen
LereHepaumen MaKysbl ¥ NOTEPEil 3peHNs, a TaKKe nporpec-
cUpyHOLLan 3afepiKKa NCcUXoMOTOpHOro pa3sutus. B ucxope
bonesHu dpopmupyeTcs Makpouedanus u feuepebpaumoHHas
pUrMaHoCTb. JleTanbHbIM UCXOA HacTynaeT bamke K 3 ropgam
Bcneacteue nopaxenus LLHC u/unam MHTEpKYppeHTHBbIX UH-
heKumin.

BuoxuMmuyeckme ocHoBbl NaToreHesa

Mpw 3T0M hopMe bone3HM NPUCYTCTBYIOT 06a KOMMOHEHTa
rekcosamuHmgasel — A n B, 1 Katanutuueckas aKTMBHOCTb
3TUX (DepMEHTOB HaXOAMTCS B npefenax HopMbl. [larHo-
cTuKa AB- u nceno-AB-BapnaHToOB 3aboneBaHus 0CyLLecT-
BNAETCA NMyTEM DMOXMMUYECKOTO aHanM3a GhepMeHTaTUBHOV
aKTUBHOCTM FeKCO3aMUHWAA3bI MO OTHOLLEHMIO K ONpefesieH-
HbIM cybcTpaTaM. GM2 akTuBatop ABNSeTCA pacTBOPUMbIM
HU3KOMOMEKYNAPHLIM 6eNIKOM, CrMocobHbIM CBA3bIBATLCS
¢ GM2-raHrnmo3naoM, aKCTparupoeatb ero U3 Membpabl
¥ NepeBoOaMTbL B pacTBOpUMYH0 GopMy B cOCTaBe aKTuBaTop/
JMMKUIHOTO KoMnneKca, hopmupytoLero cybeTpar ons rek-
co3aMMHUAa3bI A.

KaptupoBanue n ugentudukaums rena GM2A

Bnepsble reH, Koaupyowmin GM2-akTuBaTopHbIN benoK,
Obin KapTMpOBaH B XpOMOCOMe 5 METOAOM COMaTUYeCKON
rubpuamsaumu [15]. Mpucytcreue ncespnoreHa GM2AP B xpo-
MocoMe 3 [0Nroe BpeMsl 3aTpyAHAN0 TOYHOE KapTUpoBaHue
(yHKuMoHanbHoro reHa GMZA. OgHaKo B fanbHelileM ero
NPUHALIEXHOCTb XpoMocoMe 5 bbina noarteepxaeHa [89]
W pasHbIMKM HEe3aBMCMMbIMU METOaMM OMPeAeNieHa LuTore-
HeTMYecKas 0bnacTb ero nokanusauum — 5q32-g33 [32, 81].
O6HapyeHne MucCeHc-MyTaumn B reHe GMZA y 60MbHbIX
¢ BapuaHToM AB GM2-raHrnno3nao3a sBunocb OKOHYaTesb-
HbIM [I0Ka3aTeJIbCTBOM €ro Y4acTus B FeHETUHECKOM KOHTpO-
ne atoro coctosHms [77, 90].

Mytauum B rene GM2A

lMokasaHo, YTO OAHAa W3 MUCCEHC-MyTauuii B reHe
GMZA — R169P, npuBoauT K NpexaeBpeMEHHON aerpaja-
LW MyTaHTHOro GM2-akTneatopa Mbo Bo BpeMsi NOCTTPaH-
CNAILMOHHOrO CO3peBaHus, b0 nocne AOCTUKEHUS 3TUM
OenKoM nn3ocoMm.

JlabopaTtopHas guarHoctuka

[lnarHoctuka AB BapuaHTa Npy HanmUuMM KIMHUYECKUX
npu3HakoB GM2-raHrnnosngo3a npoBoauMTCs NyTeM uccne-
[,0BaHNA aKTMBHOCTY rekco3amMuH1aassl A n b B neikoumra,
CbIBOPOTKE KPOBM U ApYruxX TKaHsX. [pu coxpaHeHuu Hop-
MarnbHOW aKTUBHOCTM TOTaNbHOM reKC03aMUHMAA3bI U FeKCOo-
3aMMHMAa3bl B, aKTMBHOCTb rekco3ammuHmMpasel A octaetcs
B HOPME TOJIbKO M0 OTHOLLEHMIO K (hI0OPOreHHbIM 1 XpOMO-
reHHbIM cybcTpaTaM, Ho HabniofaeTcs ee HefOCTaTOYHOCTb
M0 OTHOLLEHMIO K ecTecTBeHHoMy cybeTpary (*H-GM,).
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Knunuueckuii cnyyain

Cwbenr LA, 1982 1. p., n LLUH, 1984 . p., u3 r. HeBenb
KOHCY/IbTUPOBaHbI B Me[IVKO-TeHETUYECKOM LieHTpe JleHuH-
rpaga. [letm oT HepoAcTBeHHOrO BpakKa, BpeHOCTH Ha pabo-
Te y poauTeneli HeT. HacneaCTBEHHOCTb He OTArOLLEHa.

MpobaHa WA (Manbumk), 1982 r. p. Manbuuk ot 2-i1 be-
peMeHHOCTH (1-51 BepeMeHHOCTb — BbIKMALILL Ha CPOKe
12 Hen.) 6e3 0cOBEHHOCTEN, OT NEPBbLIX POAOB Ha 42-i Heae-
ne 6epeMenHocTu. Mpu poxxaennn Bec 3000 r, anmHa 51 cMm,
3aKkpuyan cpasy. [lcuxoMoTopHOe passuTWe [0 rofa: roso-
BY yaepxuBan ¢ 1-1,5 Mec., caMocTosTeslbHO cen B 9 Mec.,
nowen ¢ 1r. 1 mec. MNepeble 3yobl ¢ 8 Mec. MNepBble cnoBa
¢ 10 mec. C 3,5 net nosBMAMcL cymopork Ha GoHe NoJHoO-
ro 3popoBbs. K 5 ronam nepecran xoguthb, yTpata peyeBbIX
HaBbIKOB W MHTEpECA K OKpYXaloLleMy, 0DpaLleHHY peyb
He noHuMaerT. pu ocMoTpe B BO3pacTe 5 NieT: NPaBUILHOMO
TeN0CNoXeHUs. MbILLEYHBIA TOHYC YMEPEHHO MOBLILIEH MO
nupammaHoMmy Tuny. CyxoxunbHble pedrieKchl C pyK 0XuBe-
Hbl, C HOT — cnacTUyHble. [laTonornyeckme CTomnHbIe 3HaKM
1 KioHyckl cTon. CToWUT ¢ 0Mopoi, Ho 0TMeYaeTcs TPEMOP Hor,
nonsaet xopowo. Urpylkv uHTepeca He Bbi3biBatoT. Obpa-
LLEHHYK peyb He moHuMaeT. lpu odTanbMoCKoNMKM: AUCKU
3pUTENbHbIX HEPBOB ONiefHbIE, MOHOTOHHbIE, PETUHASBHbIE
cocybl y3kue, 0beHeHWe COCYANCTOro pUcyHKa. B Makynsp-
HOM 06/1aCTW KpanyaTtocTb, Yepe0BaH/e NMMrMEHTUPOBAHHbIX
W JKenToBaTblX 04aroB. 3a HECKOJIbKO HefeNb Cy[0POXKHbIN
CMHIPOM (hapMaKope3WUCTEHTHbIN, NOCTENEHHOEe HapacTaHue
uMcna runepKUHEe30B, TPEMOpa, aTaKCUK, MBILLEYHOTO TOHYCA,
cnacTuyHocTb. [oTepsa rnoTatenbHoro pednekca, cnocobHo-
CTU NepefBUraThCA.

Cuobc LH (neBouka), oT 3-i bepeMeHHOCTH, MPOTEKaBLLE
6e3 natonorum, OT BTOPbIX CPOYHbIX pofoB. Bec npu poxae-
Hum 3,3 Kr. K rpyam npunoxeHa Ha 3-u cyTku (pUck pesyc-
KOH(IIMKTa C MaTepblo), BbiNMCaHa U3 pofA0Ma Ha 7-e CYTKW.
lcMxoMoTOpHOE pa3BUTWE A0 rofa: rofoBy yAepvBana
€ 2 Mec., Hayana caguTbcs € 5 Mec., NoLia W Hayana npo-
M3HOCUTb OTLeNbHble cnosa ¢ 12 Mec. C 2 net febioT reHe-
paNn30BaHHbIX CYLOPOXHbIX MpucTynoB. B Bo3spacte 3 net
obcnefioBaHa B OTAENEHUN HEBPONOMUK: PeUb Ha YPOBHE He-
CKONbKMX CNoB. YepenHo-mMo3roBble HepBbl 6e3 naronoruu.
MbiLLEYHBIN TOHYC YA0BNETBOPUTENbHBINA. CyX0XuUnbHbIN ped-
JIEKCbl BbICOKME, C PaCLUMPEHHBIMM 30HaMM, KIIOHYCbI CTON.
MaTonornyeckme cTomnHble 3Haky (+). CaMocToATENbHO XOAMT.
B3rnap duKcupyeT TONBKO Ha KOpOTKOE BpeMS, MpaKTuue-
CKV He creguT 3a npeAMeToM. Peub — 3BYKOMPOW3HOLLEHME.
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[1Ba knuHuuyeckux cnyyas lgG4-accoummpoBaHHOro
NnaHKpeaTUTa y AeTeu

C.H. MunuHa, E.A. KopHuenko, E.H. Cycnuupin, E.H. MMaHuTOB
CaHKT-leTepbyprcKuii rocyAapCTBEHHbINA NeauaTPUYECKUn MeAULMHCKIIA YHuBepcuTeT, CaHKT-eTepbypr, Poccus

AHHOTALNA

AyTOMMMYHHBIN NaHKpeaTMT — ocobas, cBoeobpasHas M OTHOCUTENbHO HOBas (hOPMa XPOHMYECKOr0 MaHKpeaTuTa, KoTo-
pyto B MOCneHMe rofbl MHTEHCMBHO M3y4aloT NaHKPeaTonory Bcero Mupa. AyTOMMMYHHBI NaHKPeaTUT He UMEeT CBOWCTBEH-
HOW TOMbKO €My KIIMHUYECKOM KapTWHBbI. 3T0 cOCTosHME Oblio BriepBble OMMCAHO Y B3POC/bIX M 4acTo UMUTMPYET paK MoA-
XKenyA04YHOMN Xenesbl. MOXeT nopayaTb HeCKOSIbKO OpraHoB, CUHXPOHHO WJIM METaxpoOHHO, M PeAKO BCTpeYaeTcs Y AeTeil.
MpeacTaBnsieT cobon cucTeMHoe HMOPOBOCTAMUTENIbHOE COCTOSHME C HEACHBIM NaTO(U3NONOTMYECKUM MEXaHU3MOM, BINS-
loLLlee Ha pasninyHble YacTu Tena. [lpu oTcyTCcTBUN NeyeHus 3aboneBaHne MOXET NpUBECTU K Gpubposy n HeobpaTMomy no-
BPEXJEHWUIO OPraHoB, OLHAKO COYETaHWe MPUCYLLMX ayTOUMMYHHOMY MaHKPeaTUTy CePOSIOrMYECcKHX, MUCTONIOMMYECKUX Mpu-
3HaKOB M AaHHbIX MHCTPYMEHTAsbHbIX METOLI0B UCCNej0BaHUA NO3BONSET YCTaHOBUTL ero Hanuume. lgG4-accoummpoBaHHoe
3aboneBaHMe B OCHOBHOM OMMCAHO Yy B3pOC/bIX, MO3TOMy MeAMaTpbl 0ObIYHO Mano 3HalT 0 HeM. Mbl moauvepkuBaem
C/IOXHOCTb [IMarHOCTMKW ayTOMMMYHHOTO MNaHKpeaTUTa — 3aboneBaHus, cBs3aHHoro ¢ IgG4, y peteii. B cTathe npea-
CTaBNeHbl [1Ba KIIMHUYECKUX Clyyas C AETbMM, KOTOPbIM Obll AMArHOCTUPOBAH ayTOMMMYHHbIW NaHKpeaTuT. Y oboux fetent
HabntoAanMcb CMMNTOMbI abAOMUHANBHOM 60 U/MAM MEXaHUYECKOI XENTYXM B COYETAHUM C 04aroBbIM YBENMYEHWEM NOA-
KeNyA04YHOM Kene3bl, HEPOBHOCTSMU OCHOBHOTO MPOTOKA MOKENYA0YHOM JKenesbl U AMUCTanbHbIM cyxeHneM. CornacHo
HaLMM AaHHBIM, AMArHO3 ayTOMMMYHHOTO MaHKpeaTuTa y feTel MOXeT ObiTb YCTAHOB/IEH HAa OCHOBE KOMOMHALIMM KOHKpeT-
HbIX KJIMHWYECKWUX CMMMTOMOB MPU MOCTYMIEHUM U Pa3fIMYHbIX Pe3yNbTaToB BU3yanu3auuu. CBOeBPeMEHHO MOCTaBEHHbIN
AMarHo3 W HayaTtoe JieyeHue ABNISETCA 6NaronpuATHBIM NPOTHO30M JJ1s1 AaNbHEMLLEro Te4eHUs JaHHOro 3aboneBaHus 1 pas-
BUTUS OCIIOXHEHWIA.

KnioyeBble cnioBa: XPOHMYECKUN MaHKPEATUT; ayTOMMMYHHbI NaHKPeaTuT; AMarHoCTUYecKue Kputepuy; lgG4-accoummpoBaHHoe
3abosnieBaHue.
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Two clinical cases of IgG4-associated pancreatitis

in children
Svetlana N. Minina, Elena A. Kornienko, Evgeny N. Suspitsin, Evgeny N. Imyanitov

Saint Petersburg State Pediatric Medical University, Saint Petersburg, 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 / IgG4-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; IgG4-associated disorder.
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BBENEHUE

AyToMMMyHHbIM naHKkpeatut (AUM) — ManouncneHHas
rpynna peKux BocnanuTenbHbIX 3ab01eBaHUA NoAXKeNnyo4-
Hol xenesbl (M) c HeM3BeCTHOW 3TMONOrMEN U YACTUYHO
WM3y4YeHHbIM NaTOreHe30M C JOMUHUPOBAHUEM @yTOMMMYHHBIX
MEeXaHU3MOB M BO3MOXHOCTbIO OTBETA Ha TEPanmio KOpTUKO-
CTepoMAaMu, 4To No3BoNsSeT 06bEANHATL BCe 3TW 3aboneBa-
HWA nof, 06LLMM Ha3BaHWEM.

TouHas pacnpoctpaHeHHocTb AUM HeussecTHa. YactoTa
perucTpauumn B aNMAEMUOSIOTMYECKUX UCCIIeL0BaHNAX Kofe-
bnetcsa B npepenax 4,8-5,8 % B nonynauum.

Mo naHHBIM BoNbLUMHCTBA MUCCnefoBaHWUA Hanbonee Ya-
CTo 3aboneBaHue perucTpupyeTcs y MyXUnH, COOTHOLLEHME
MYXKUMH M KeHWmMH — 2 : 11 5 : 1 cootBeTcTBeHHo. Cpea-
HWi BO3pacT MaHudecTaumn KAMHWUYECKOW KapTuHbl AU
Ha 10-20 neT BbiLLe, YeM TaKOBO MNP MPOYMX ITMONOMHYe-
CKMX BapMaHTax XpPOHMYECKOro naHkpeatuta (XM).

Matorenes AUI: ocHOBHblE MPUYMHBI M MEXaHWU3MbI pas-
BuTua AWM [0 HacTosLLero BpeMeHu TOYHO He YCTaHOBJIEHI.
fcHo, uTo reHeTUYeCKas NpeApacnoNoXeHHOCTb, OMpeaens-
lolas pa3BuTUE HACNeACTBEHHOMO MaHKpeaTuTa, He UMeeT
Hu4ero obuwero c passutreM AUM [1, 6].

Mo Bcen BMAMMOCTH, NEPBbLIA LUar B pa3BuTUK 3abone-
BaHWUS — aHTUreHHOE NMOBPEXAEHNE NaHKpeaTUYeCKMX Npo-
TOKOB MNM aLMHApHbIX KNETOK. B ganbHeiileM MOHOMEpHbIi
TpaHCMeMOpaHHbIA FMKonpoTenH HapcemeiictBa |g CD4*
T-numMdoumToB MOryT pacno3HaBatb koMneke HLA Il knacca
1 ayTOMMMYHHbIX NMENTUA0B, FOMOJIOTMYHbIX KapboaHruapase
[l TMNa K nakTodeppuHy, MHAYLUMPYA NpoLecc anonTosa
HECYLLIMX UX KIETOK.

BeposTtHo, B MexaHM3Me TaKxe MPUHUMAIOT yyacTue
1 CD8* T-nuMboumTl, BbINOMHAOLLME DYHKLMIO LUTOTOKCU-
YecKux KneTok [3, 9].

Kak 13BecTHO, HapyLleHMe MexaHW3MOB anonTo3a urpa-
€T Befyllyl0 pofib B MaTOreHe3e MHOTMMX ayTOMMMYHHbIX
3aboneBaHuit. CpbiB perynsTopHbIX MexaHW3MOB MpoLecca
anonTo3a CoCTaB/seT OCHOBY Pa3BUTUSA NOCESHMX B CBA3M
C COXPaHEHMEM ayTOPEaKTUBHBIX IMMGOLMTOB B OpraHu3Mme.
[oBbILLEHHOE HAKOMMEHWE aKTUBMPOBAHHBIX T-KNETOK cro-
cobCTBYET NEPCUCTUPOBAHUIO aYyTOMMMYHHbIX pPeaKLuid, Of-
HWM 13 NpOSABIEHMIA KOTOpOro u cuntatoT AWM [3].

KnuHnyeckas KapTuHa He uMeeT cneumduyeckux cuM-
MTOMOB U Yallle BCEro NposB/IAETCA HECKONbKUMU. Abaomu-
HanbHas bonb — XapaKTepu3yeTcs Manoi MHTEHCUBHOCTBIO;
Bonee yeM B NosIoBKHE cy4aeB BOobLLE OTCYTCTBYET, YacTo-
Ta ee perucTpaumuu He npesbiwaet 27-50 %; B 20 % cnydaes
6onb ncxoaHo nokanusyetca B cnuue [10]. CumnToMbl Mexa-
HWYECKOM KENTYXM — WKTEPUYHOCTb KOXM, 3yh, obecuse-
YeHHbIN Kan u op. — BbisensoTca y 3079 % nauuenTos [11]
n3-3a coyetaHHoro ¢ AUI IgG4-CX ¢ pasBuTMEM CTeHO3a
MHTpanaHKpeaTMyecKon YacTu obLLero JenyHoro MpoToKa
W/MAn pucTanbHee pacnomoXeHHbIX CTPUKTYP XenyeBblBO-
AALMX MyTeR, Yalle Xonefoxa Umu obLiero neyeHoUHoro
MPOTOKA, 30Hbl 6udypKaumn. CumMnToMbl HecneundU4ecKoi
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pvcnencum (10 %). HapylueHue 3K30- M 3HLOKPUHHON BYHK-
uv XK, npu 3TOM TUNKYHO BbICTPOE MpOrpeccuMpoBaHue
MaHKpeaTMYecKoM HefOCTaTOYHOCTM BCNEACTBUE Bbipa-
KEHHOW BOCMAUTENIbHON UHAUNBTPALMM NaHKPeaTUHeCcKNX
OCTPOBKOB U aLHycoB. TeyeHue avabeTa npu 3TOM OTHOCUTENb-
Ho Bonee bnaronpuATHoe (Mo CpaBHEHMIO C LPYrMU 3TUONOMU-
yeckumm opMamut XIM) ¢ BO3MOMKHBIM YaCTUYHBIM 00PaTHBIM
pa3BuTUEM, a B pZE CNy4aeB U NOSHOM peayKunel dyHKLMO-
Ha/bHbIX HapyLIeHU Ha (OHe NaTOreHeTMYECKOM Tepanuu
K/MHMYeckux cumntoMoB. OTMeyaeTca noxydaHue Kak cnep-
CTBWE aHOPEKCUM W/UNN MIOXO KOHTPOSMPYEMOr0 CaxapHOro
Avabeta, WM KIMHUYeCKW 3HauMMoil Manbabcopbumm B pe-
3ynbTaTe 3K30KPUHHOW MaHKpeaTMYecKol HesoCTaTO4YHOCTH.
MoxeT 0TMeuaThCs acTeHUYECKMIA cMHAPOM (0bLuas cnabocTs,
MOBbILLEHHAs YTOM/IIEMOCTb) M CUMMTOMbI MOPaXeHUs Opyrux
OpraHoB (C/IOHHBIX JKeNe3, MOYEK, NErKMX, NEYeHU 1 ap.).

AWM coyeTaeTcs ¢ naHKpeaTMYeCKoii runephepMeHTEMU-
en B 36—45 % cnyyaeB, YTO He MOKET CITYUTb crieumduye-
CKMM [IMarHoCTMYeCKUM KputepueM. [unepbunupybunemus,
cunapom xonecrasa (30-60 % cnyyaes).

XapaKTepHblii Npu3HaKk mpu nabopaTopHOM uccnepo-
BaHWM — runeprammarnodynuiemus (ysenuuyenue IgG
u ocobeHHo IgG4 >135 mr/an). Hanuume pasnuuHbix TMNOB
ayToaHTUTeN (MMEKT TONbKO BCMOMOraTesibHoe 3Haue-
HWE): aHTUHYKJIeapHble aHTUTENa, aHTUTeNa K LMTonnasme
Hentpodmnos (p-ANCA), aHTuTena k KapboaHrmgpase |, |l
u IV TunoB, peBMaTonaHbIM haKTop, aHTUTeNa K lakTodheppu-
HY, aHTUINagKOMBILIEYHbIE aHTUTENa, aHTUMUTOXOHAPUAb-
Hble aHTUTena. OTMeyaeTca MOBLILIEHWE YPOBHS TyMopoac-
couumpoBaHHoro aHtureHa CA 19-9, cHuKeHue akTMBHOCTM
(hpaKuuii KoMNneMeHTa.

Wcnonb3ys MeToouKW BU3yanu3auuu N0 AaHHBIM Yib-
TpasBykoBOro uccnefoBaHus (Y3W) ans amarHoCTUKM Mo-
KeT BbITb MH(OPMATUBHO, HO YXKE Ha MO3LHUX CTagMsX.
Hanbonee uyBcTBUTENbHBINM METOA BU3yanu3auun Ans aua-
rHocTukn X1, B OCHOBHOM Ha paHHWX cTagusx 3abonesa-
Hus, — 3HpocKonmyeckoe Y3W. MHdopMaTueHO npoese-
HWe MyNbTUCTIMPaNbHON KoMMbloTepHoM ToMorpadum (MCKT),
MarHUTHO-pe3oHaHcHoi ToMorpadum (MPT). OgHako Hop-
MarbHble nokasatenu MPT u MarHUTHO-pe30HaHCHas XoNaH-
ruonaHkpeatorpams (MPXIT) He MoryT UCKIlOYaTb Hanuyme
nerkux Qopm 3abonesanus. Busyanusupyetca andoysHo-
yBenndeHHas MK (anddysHas gopma), pexe ouaroBoe 06-
pa3oBaHue, UMUTUPYIOLLIEe ONyXofb (o4aroBas dopMa), up-
perynspHas Lunarauus BUPCyHroBa npoToKa. KoHKpeMeHTh
u nceBpokucTbl B MK HabnofaTcs f0BONBHO peaKo.

Mo nokanusaummn nopaxenus MK soigensoT auddysHyio
1 o4yaroByr hopMbl, NOCNELHAS U3 KOTOPbIX Hanbonee YacTo
BCTpeyaetcs B ronoske MK 1 uMuTUpyeT pak 3Toro opraHa,
ocobeHHO Mpu BOBJIEYEHUM B BOCMANMUTESIbHbIN MPOLIECC XO-
nepoxa (IgG4-CX) ¢ ero cy)eHneM n pa3BUTUEM MeXaHWye-
CKOW XenTyxu. B 3HaunTenbHOI cTeneHn 3aTpyaHseT NpoBe-
AeHve ouddepeHumansHon auarHoctuku AWM ¢ pakoM yacTo
noBbILLeHHbIN ypoBeHb CA 19-9, 0bnmraTHo noBbILaKLLMIACS
Mnpu CUHLPOME XoJliecTasa ilboro reHesa [2, 4, 5]
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3010TbIM CTaHZApPTOM AuarHoctukn AWM cuutaetcs
rMCTOIOrMYecKoe uccnepoBaHue. B 3aBucumoctn ot pe-
3y/nbTaToOB MMCTOIOTMYECKON KapTuHbI BbILENAT Ba Tuna:
| TMD — nuMdonNNasMoLMTapHbIA CKNepo3UPYIOLLMIA NaH-
KpeatuT; |l TMN — namMonaTMyecKkuit NPOTOKOBO-KOHLEHTPHU-
YECKWI NaHKPeaTuT C rpaHyNoLMTapHbIMK ANUTENMaNbHBIMU
MOBPEXLEHNAMU.

B 2009 r. 6binm pa3paboTaHbl AMarHOCTUHECKUE KpUTEPUM
HISORt:

« ructonorus (Histology). OcHoBHO KpuTepuii — ckiie-
PO3MPYIOLLMIA NaHKPeaTUT ¢ IMMQONNa3MaTUHecKoi
UHQUNbTpaumei, obunbHas (6onee 10 IgG4*-kneTok
B nosie 3peHust) UHunbTpauus Tkaum MK nosutus-
HbIMW KIIeTKaMK ¢ iByMs 1 bonee npu3HaKamu: nepu-
LYKTanbHasa nuMdonnasMatuyeckas UHOUALTpaLUS,
obnutepupytowmii nebut, MyapodopMHbIn hrbpos.

« Bu3yanu3aums (Imaging). ¥i3MeHeHNs co CTOPOHbI Npo-
TOKOB: HEpaBHOMEPHOE CYXKEHWe FMaBHOr0 MaHKpea-
Tyeckoro mpotoka ([MIM), HepacLUMpeHHbIW NPOTOK,
MHOXECTBEHHbIE CTPUKTYpbI, DOKOBbIE BETBU, MCXO-
AAwme u3 obnactu cTpuKTyp. M3MeHeHus co cropo-
Hbl [K: ouddysHoe ysennuenme MK, ¢ HeveTKUMU
KOHTYpaMM, 3ano3fanbiM HaKOMJEHWEM KOHTpacTa
B BUAE «000AKa»;

« ceponorus (Serology) — noBbllweHne ypoBHs 1gG4
B CbIBOPOTKE KpoBu bonee 2 HopM (8—140 mr%);

+ BOBfieyeHne fpyrux opraHo (Other organ involve-
ment) — CTPUKTYPbI JKeMYHbIX MPOTOKOB, GrUbpo3npo-
BaHMe 3aDpIOLLIMHHOM KIIETYaTKK, NOpaXEeHUe CTIIOHHBIX/
Cne3HbIX ene3s, IMboaseHonaTUs CpeocTeHNS;

* PpeaKuus Ha Tepanuto KopTukocTepoupamu (Response
to steroid therapy) — 6bICTpbIi NONOXKMTENBHBIN 3¢-
(eKT 0T Tepanuu CTeponuLaMu per os.

[lnarHoctuyeckue Kputepum SaloT TpU YPOBHS BEPOSITHO-

CTU AunarHocTukm AU
YpoBeHb A — TUMUYHbIE TUCTONOMMYECKME MPU3HAKY.
Hanuuue ogHoro unu 6onee 13 creayoLwmx NpU3HaKoB:

¢ YYaCTOK TKaHW C XapaKTepHbIMU 0CODEHHOCTAMM JIUM-
(onnasmMaLmMTapHoro CKIepo3vpyHoLLEro NaHKpeaTuTa;

« =10 IgG4*-kneToK B mone 3peHust Ha GoHe nuMMdo-
nnasMaLmuTapHoi MHOUNLTPALIMK.

YpoBeHb B — tunnuHble nabopatopHo-MHCTpYMeHTanb-

Hble AaHHble. Hannume Bcex NpU3HaKoOB:

+ ouddysHoe yeenmuenne MK no gaHHbIM KT/MPT ¢ oT-
CPOYEHHbIM KOHTPACTHbIM YCUIEHWEM U HaNlNyMeM
oboaKa («Kancynar);

 anddy3Hasa HepaBHoMepHocTb npocBeTa [T npu 3H-
L0CKOMUYECKOMN PeTporpasHom NaHKpeaTuKorpaguu;

* nosblLeHme ypoBHsi |gG4 cbiBOpOTKM.

YpoBeHb C — MoNoXuTenbHbIA OTBET Ha CTEPOMAHbIE

ropMoHbl. Hannume Bcex npu3HaKoB:

* WCKII0YEHUe BCeX MPoYMX NpuymnH nopaxenus MK;

* MoBbILIEHME YPOBHS IgG4 CbIBOPOTKYM UM NOpaxeHue
LpYryx OpraHoB, MOLTBEPKAEHHOE 0OHapyxeHuem
bonbLuoro Konmuecta lgG4*-kneTok;
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* WCYE3HOBEHME / 3HAUUTENIbHOE YMyuLLeHUe NaHKpea-
TUYECKUX WM BHEMaHKPeaTUYeCKUX WU3MEHEeHWI
Ha (OHe Tepanuu CTepoMAaMK.

TakuM 06pa3oM, OCHOBHbIE OTAIMYMSA TUCTOMATONOrNYe-
ckux TunoB AUI npencTaBneHbl B Tabnuue.

Xota 6onblWMHCTBO pe3ynbTatoB Buayanusauun MK
He cneunduyHbl ans AUM, B coueTaHUm ¢ KIIMHUYECKUMM CUM-
NTOMaMu HEKOTOPbIE pe3ynbTaTbl HABOAAT Ha Mbic/b 06 AT,
KancynoobpasHoe ynnotHeHue Kpas [} y getein oTMevaeTcs
He 4acTo, HO ero BO3HUKHOBEHWE, MO-BUAMMOMY, NaTOrHOMO-
HWYHO Ans 3aboneBaHms. Yaue cooblyaetcs 06 yBenmueHun
ronosku [X. Xota oyaroBoe usMeHeHue [T BcTpeyaetcs
penKo, ero Heobxogumo AnddepeHUMpoBaTh OT 3/I0Kaye-
CTBEHHbIX OMyXONEeW, TaKWUX Kak NaHKpeatobnactoMa wnm
CONMMAHbIE MCEBLONANMNSPHbIE 3MUTENUanbHbIE HOBOOO-
pa3oBaHusl, KOTOpbIE YacTO WMHKaMCYNMPOBaHbl U COAepKaT
KWUCTO3HbIE M CONMAHbIE KOMMOHEHTHI. JIumboMa — elle
0[lHa OYeHb pefKas MpuuMHa oyarosoro yeenuueHus K.
Mo cpaBHeHuto co B3pocnbiMu [10], y feTelt yalle BCTpeya-
JUCb 04aroBble, a He AnddysHble yBenuyenus MK. HeposHo-
cTv rnaeHoro npotoka MK u guctanbHoe cyxeHue xoneoxa
ABNSKTCA HecneundUYecKMMU NpU3HaKaMKM U TaKKe MoryT
Habnofatecs y nauneHToB ¢ XIT uan bunnonaHKpeaTMyecku-
MW 3aboneBaHuaMY Nto6oi Apyroii 3TMONOrK MM Jaxe Npu
NepBMYHOM CKJepo3upyloLLeM xonaHrute. bonee nogpobHoe
onucanue matonoruv [ 1 npoTokoB ¢ ncnonb3oBaHWeEM
rnornepeyHoil BU3yanu3aLum 3aTpyaHEHO M3-3a OrpaHUYeHNN
paspewenns MRCP y peten paHHero Bo3pacTa [12] u peako-
ro ucnonb3osanua ERCP no cpaBHeHuto co B3pocnbimMu [7].

lNoBbiLweHHbI ypoBeHb IgG4 B CHIBOPOTKE NO3BOASET NO-
aymatb 06 AU y B3pocibIX, HO 3TOT MapKep UMEEeT OrpaHu-
YeHHYI0 LIeHHOCTb Y AeTel, MOCKOMbKY ToNbKo Y 22 % feTen
ypoBeHb IgG4 6bin Bbile HopMbl. [l cpaBHeHMs, OKoNO
65 % B3pocnbix naumentoB ¢ AWM tuna 1 n 25 % B3pocnbix
naumeHToB ¢ AW TMna 2 UMerT NOBLILLEHHbIE YPOBHM IgG4.

InarHo3 AU MoxeT ObiTb NOATBEPKAEH MMCTONATONO-
TMYECKOM MAEHTMDMKaLME NaTOrHOMOHUYHBIX U XOPOLLO
ONMCaHHbIX MPU3HAKOB ayTOBOCMANUTENILHOMO MpoLecca
B 06pa3ue Tkanu K. Yactoe obHapyxeHune rpaHynoumTtap-
HbIX 3NUTENMaNbHBIX NopaeHuii B 0bpasuax TkaHu MKy ge-
Ten cooTBeTcTBOBaNo Obl AWM TMNa 2 cornacHo KpuTepuam
B3POC/IbIX.

Pasnenenve asyx noarpynn AU, Takux Kak Te, YTO onu-
CaHbl y B3pOCbIX, TPYAHO YCTaHOBUTL y AeTelt. Mo faHHbIM
nUTepaTypbl, TONMBKO Y 0fHOro pebeHKa AMarHOCTUpOBaH
ayTOMMMYHHbII NMaHKpeaTUT B KOHTEKCTE CUCTEMHOro 3abo-
neBaHus, cBa3aHHOro ¢ IgG4, u, TakuM 0bpa3oM, ero MoXHo
b0 0[1HO3HAYHO KaccMbUUMpOoBaTh Kak UMetowmnin AT
t1na 1. Ceponornyeckuii aHanu3 IgG4 u UMMyHOOKpaLLMBaHWe
peako bbiBaloT nonoxuTenbHbIMK y AeTei ¢ AWM. Xota rpa-
HyNoLMTapHOe 3NUTeN1abHOe MopaXeHue Yallle BCTpeyaeTcs
B [T} y meten ¢ AU no cpaBHeHWto cO B3pOC/IbIMM, FUCTO-
naronoruyeckue ocobeHHocTw nepuatpudeckoro AUM yacto
BKJIKOYAIOT COYETAHME MOPAXKEHWUA TPaHYNOLMTapHOrO 3nuTe-
g, imdonnasMoLmMTapHon UHPUALTPaLUum 1 Gubposa.
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Ta6nuua. OcHOBHble OT/IMYMS TUCTOMATONOMMYECKMX TUMOB ayTOMMMYHHOTO NaHKpeaTuTa
Table. Main features of AIP histopathological types

Kputepuu / Criteria

[ n /| type

[l Tun / 1l type

Bospact/non /
Age/Gender

BcTpeyaeMoctb /
Prevalence

YposHu IgG n IgG4 B nnas-
Me kposu / IgG and IgG4
levels in blood plasma

AytoaHTuTena B nnasme
Kposu / Autoantibodies in
blood plasma

[poTOKOBbIN 3nuTENMIA /
Duct epithelium

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

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

PaBHoMepHOe pacnpefeneHue Bo BCEM MUpE,
00NbLIMHCTBO cNyyaeB u3 AnoHumn 1 Kopeu /
Even distribution all over the world, most cases
have been recorded in Japan and Korea

MoBbiLweHHble / Increased

Beisenatotca / Can be identified

CoxpaHeH / Is not disturbed

IgG4-accoummpoBaHHble NOPaXeHs, PeAKO
A3BEHHbIN KOJUT, YalLle CKIepOo3vpYHLLMIA XofaH-
rut — 60 % (IgG4-CX), cnanoapenut — 13 %,
peTponepuToHeanbHbii Grbpos — 9 %, uHTep-
cTULmaneHeIn Hepput — 9 %, numdoaneHona-
™ — 9 %, Tupeouaut — 7 %, UHTEpCTULMANb-
Has nHeBMoHUA — 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%

WMHdunbTpaums napeHxuMbl NoaKenya04HoM
wenesbl niuMdoumTamm u 1gG4-no3nTUBHBIMM

Monopble, YalLie 60NeOT KeHLUNHBI /
Young people, more often females

MpenmywiecteeHHo B EBpone u CLLA /
Predominantly in European countries and the USA

Yawwe HopManbHble / More often normal

He BbisBnstotca / Can not be identified

lpaHynouuTapHas AecTpyKuus /
Granulocytic destruction

Yalue s3BeHHbIN KonuT (IgG4-HeraTuBHbIi), BO3-
MOJKHO COYeTaHWe C CMHAPOMOM 3BaHca 1 TUpeo-
uomtoM Xawwmmoto / More often ulcerative colitis
(IgG4-negative), combination with Evans syndrome
and Hashimoto's thyroiditis

MNepuaykTanbHas numdonnasMaTnyeckas HOUIb-
Tpauus 1 ¢hnebuT, Ho OH MeHee BbIPAXEH, YeM

lvcTonoruyeckue NpusHak /
Histological features

phlebitis

OTBeT Ha Tepanuio
KITMHAYECKMX CUMMTOMOB /
Response to clinical symp-
tom therapy

Xopowwmit / Good

nnasMoumuTamm, MyapohopMHbIi Gpubpos, 06-
nutepupytowwmii dnebut / Infiltration of pancreas
parenchyma by lymphocytes and IgG4-positive
plasmocytes, moiré-form fibrosis, obliterating

npu | TMNe; TMMMYHA MHOUNBTPALMA CTEHKM NPOTO-

KOB HeiiTpodunbHbIMK rpaHynoumutamm / 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 obuweit cnoxkHoct 27 % peten n 10-20 % B3pocnbix [8]
c auarHozoM AU uMetoT conyTcTBytOLME UMMYHHbIE/BOC-
nanuTenbHble 3aboneBaHus, 0C0O6EHHO S3BEHHbIA KOMWT.
OcTaeTtcs BbISICHUTB, NepexoauT nu Bocnanenue MK Ha ku-
LWEYHWUK B 3TUX CIyYasX WM Xe BOCMANeHME KMLLEYHUKa
pacnpocTpaHsieTca Ha K. B Hawmx cnydasx coyetaHus
C BOCNanuTenbHbIMM 3a00/1EBaHMAMM KULLEYHWUKA HE Mpo-
CeXMBaoCh.

B HacToslee Bpems cTaHAapTHbIM nedenneM AUI cum-
TaeTca Tepanus KOpTUKOcTepouzamu. TepaneBTUYECKMIA
noaxon K AWM co BpeMeHeM npeTepnen 3HauuTeNbHbIE
n3MeHeHus.. BHauyane 6bina npennpuHATa onepauus Ans
NoATBEPIKIEHUS XapaKTepa HoBoobpasosanus MK u/vnu
OPEHMPOBaAHMA 3aKyNOPEHHOro enyHoro npotoka. IPXIMI

DOl https://doiorg/1017816/PED144113-123

ucnonb3oBanacb AN CTEHTUPOBaHUS Xoniefoxa y AeTeil
C MeXaHUYeCcKoM XenTyxon. B HacTosee BpeMs 3TOT nog-
XOA, B OCHOBHOM 3aMeHeH NpobHoii Tepanuein KopTKoCTepo-
uoamu. [lo3a MHAYKUMKM KOPTUKOCTEPOMAOB, UCMOJb3yeMas
y peteii [1-1,5 Mr/(kr - peHb)], bbina Bbllle, YEM PEKOMEH-
ayeMas no3a [0,6—1 mr/(kr - neHb)] ans B3pocnbix ¢ AWM.
Y 92 % peteit KNMHMYECKOE YNyYLLEHWe NOCNe NpueMa Kop-
TMKocTeponzoB. WUHTepecHo, yto y 17 % naumeHToB ¢ AWM
bone3Hb pa3pelumnach 6e3 Kakoro-nmbo nievenus. B otcyT-
CTBME CPaBHUTENbHbIX UCCEA0BaHNN UM UCCTIEA0BaHUN pe-
3yNnbTaToB y AETel CYMTAETCA ONPaBLAHHBIM OrPaHUYEHHBbIN
Mo BPeMeHU KypC JIeYeHUs KOPTUKOCTEPOMAAMU MpU OCTPbIX
CMMMTOMaX MaHKpeaTuTa, KOTOPbI/ TaKXKe MOXET MpefoT-
BpaTUTb AOSITOCPOYHbIE OCNOXHEHUA HegocTatouHocTH K.
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IbPEeKTMBHOCTb TepanuM KITMHUYECKUX CUMMTOMOB OLie-
HWBAETCA MO CNeAYIOLWMUM KPUTEpUAM: pedyKums bruoxumu-
YECKMX MapKepoB X0JIeCTasa; YMEeHbLUEHWe KOHLEHTpaLuu
B Mnia3Me KpoBu YpoBHA IgG4 W pasnmuHbIX ayToaHTUTEN
(B Cnyyae UX UCXOHOTO MOBILLEHNSA); NONOXUTENbHAA AMHA-
MWKa Mo AaHHbIM UHCTPYMEHTasbHbIX METOA0B UCC/ef0Ba-
HWS — YMeHbLLEHWE Pa3MepOB W BOCCTAHOBJIEHWE CTPYKTYPbI
M (pemyKuus rMNo3XoreHHOCTH); peayKUMs UpPerynspHoro
cteHo3a [MM; cTabunmsaums Tedenns (MM penyKums) caxap-
HOro Auaberta; yMeHbLUEHWEe NMPOSBNEHNUNA 3K3O0KPUHHOW He-
poctatouHocTn TK; perpecc TMRMYHBIX MOpPdONOrUYECKUX
npu3Hakos AUI no gaHHbIM anHammnyeckomn TAB; ynydiueHne
TeYEeHUs COMyTCTBYIOLLEl nopaxeHuto MK natonorum gpyrux
OpraHos.

KIIMHWYECKUI MPUMEP Ne 1

[leBouka, 4 ropa, moctynuna B cTaumoHap CaHKT-
MeTepbypra c »anobamu Ha BonM B KUBOTE, MpeuMyLLe-
CTBEHHO B 00/1aCTU MyMKa, MHOFOKpaTHyl0 pPBOTY C MpuMe-
CbH Xenuu, cTyN 0(hopMNEeHHbIN, TeMNepaTypa HopMabHas.
BonbHa B TeueHue CyToK.

OOBEKTUBHO: COCTOSHME TAKENOE. YMEPEHHO BbIpaXKeHb
MPU3HAKKM 3KCMKO3a, BAnas, co3HaHue sacHoe. Koxa bnen-
Has, Y1cTasl, «MPaMOPHOCTb» AUCTaNbHbIX OTAEN0B KOHeY-
HocTeit. CninsucTble pTa ApKe, Cyxue, A3blK 00510XeH 6enbiM
HanetoM. ToHbl cepaua pUTMUYHBIE, 3BYYHbIE, TaXMKapAMS
123 yn/MuH, aptepuanbHoe aasnedne 120/60 MM pt. cT.
[bixaHve Be3uKynspHoe, XpUnoB HeT. }KUBOT MArKWIA, yMe-
peHHo 6oe3HeHHbIN B 061aCTW NynKa, pearupyeT Ha rny-
bokyto manbnaumio B 30He LLloddapa. lMeyeHb n ceneseHka
He yBennyeHbl. CTyn mocne Ku3Mbl, 0pOpMAEHHbINA, 6e3
naTosiorMyeckux npumeceid. MoyencnyckaHue csobogHoe,
be3bonesHeHHoe.

[laHHble aHaMHe3a: JaHHbIA NpUCTYN TPETUI MO CyeTy
B TeyeHue roga. 0ba mpedbimylwmx npucTyna npoTeKanm
aHanormyHo — 6onm B KMBOTE, NOBTOPHas pBOTa C Npu-
MECbI0 XeNuu, HOpManbHbIA CTYN, HOpManbHas TeMmne-
paTypa. Bo Bpems npegabloylumx NpUCTYNoOB OTMEYanoch
MOBbILIEHWE YPOBHA amwunasbl Kposu: 1-M npuctyn —
Ao 316 En/n, 2-n npuctyn — po 1197 Ea/n (N go 125 En/n),
no paHHbIM Y3W pasmepbl u cTpyktypa (K u3MeHeHbl
He Bbinu.

PaHHMI1 aHamMHe3 be3 ocobeHHocTel. Pocna v passuBa-
nacb COOTBETCTBEHHO Bo3pacTy. [lpyrumu 6onesHamu He 6o-
nena. OTMeYanuch pefikue annepruyeckue peakumm Ha um-
TPYCOBbIE M NEHULMINMH B BULE Cbinu. lpuBmMTa no Bo3pacTy.
CnyyaeB naHKpeaTuTa, caxapHoro auabeta cpeay poLcTBeH-
HWKOB HeT.

JlabopaTtopHble faHHbIe:

¢ B K/MHWYECKOM aHanuse KpoBMU — TreMmorno-

6uH 133 r/n, aputpountsl 4,7 - 10'2/n, neikouuTsl
17,7 - 10°/n, nanoukospepHble 1, cerMeHTosgep-
Hble 89, 303nHodunbl 0, 6asodunel 0, nMbounTs! 5,
MoHoumTsl 5, CO3 20 MM/y;
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+ B OMOXMMMUECKOM aHanuse KpoBM — amunasa
1565 Epn/n, rnioko3a 5,6 MM/n, anaHMHaMUHOTPaHC-
depasa 18,1 Ep/n, acnaptatamumHoTpaHcdepasa
32,2 Ep/n, MoyeBuHa 5,4 MM/, 0bLwumii benok 76,4 r/n,
naktatgermgporeHasa 578 Ep/n, ramma-rnytamun-
TpaHcdepasa 11 en/n, Gunupybun obmin 16,4 Mm/n,
npsmoint 1,1 MM/n, xonectepuH 3,3 MM/, TpUrnLEpH-
abl 0,3 MM/n, B-nunonpotenabl 358 ep.

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

NanHble Y3W: MK yBennueHa B pa3Mepax (ronoBka
1,9 c™, Teno 1,6 cM, XBoCT 2,5 cM).

CTpyKTypa 0AHOpPOAHas, 3XOreHHOCTb MOBLILIEHa, Kar-
Cyna YeTKO KOHTYpupyeT, HepoBHas. BupcyHroB npoTok
paciumpeH o 1,2 MM, CTEHKW YMNOTHEHBI, BULHbI O0KOBbIE
MPOTOKMU.

HenuHbl ny3bipb yMepeHHo yBenuyeH (7,0 x 2,4 cm),
xonenox 0,2 cM. CTeHKM poBHble, He YTOMLLEHBI, BHYTPUMO-
IOCTHBIX CUrHAmOB HET.

MeyeHb, MoYKK, ceneseHka — be3 natonorum.

OueHKa 3K30KPUHHOW W 3HAOKPUHHOW GyHKUMKM TDK:
YPOBeHb 3nacTasbl-1 B Kane — 92 MKr/T.

[IHeBHble KonebaHMs TMOKO3bl B KPOBW: HaTo-
wak — 3,9 Mm/n, Yepes yac nocne efbl — 8,8 MM/, yepes
24— 5,4 mM/n.

NMMyHonoruyeckoe uccneposanue: IgG (Mr/mn): IgG1 —
6,5 (N 2,3-6,4), 1962 — 4,0 (N 0,3-4,5), IgG3 — 1,4 (N 0,1-1,1),
IgG4 — 1,6 (N 0,1-0,8). ANA < 1: 40 (N).

Antutena k aycnmpanbHoi IHK MeTogoM MMMyHHO(ep-
MeHTHoro aHanmsa — 5,1 Ea/mn (N).

AntuTena K octpoBkoBbIM KneTkam K (ICA) — 1:10
(N<1:5).

AnTtnopraHHble aHTuTena K MK — 2,5 (N < 1,1).

KnuHuuyeckuin pmarHo3: «XpoHUYECKUiA ayTOMMMYHHBIN
MaHKpeaTuT. YrpoxaeMas Nno caxapHoMy auabety.

JleyueHne B ocTpbIl nepuof: WHQY3WOHHas Tepanus
U KOPPEKLMA 3NEKTPOSIUTHBIX PAacCTPOMCTB, OKTPEOTUA, NeH-
TOKCMGBUNMH, aHTUBMOTUKY, aHaNbreTUKY, NMPOKUHETUKW.

JanbHeiLee neyeHme: NpeaHM30M10H B A03e 1 Mr/(Kr - cyT),
naHKkpeatuH B go3se 2000 Ea/(kr - cyT) nunasbl.

KoHTponb 4epe3 2 Hep.: amunasa Kposu 58 Ea/n. [Hes-
Hble KOnebaHWs r/IoKO3bl B KPOBMW: HaTowaK — 4,4 MM/n,
yepe3 yac nocne efsl — 5,9 MM/n, yepe3 24 — 5,2 MM/n

Y3W: MK HopManbHbIX pa3mepoB (ronoBka 1,5 cM, Teno
0,9 cM, xBocT 1,0 cM), BUPCYHrOB NPOTOK He BM3Yyanu3unpy-
ercs.

KatamHes: nocnie nocTeneHHOro CHUXEHUS NpeHU30510-
Ha 1 ero o0TMeHbl Yepe3s 6 Mec. COCTOSHME [LEBOYKW 0CTaBa-
NoCb YAOBNETBOPUTENBHBIM, HO 3aTeM, CnycTa 2 Mec., OHa
BHOBb Dbila rOCMUTaNIM3MpOBaHa C NPUCTYNOM NaHKpeaTuTa.
Mo maHHbIM Y3W: MK yBenuueHa B pa3Mepax, 3XOreHHOCTb
HepaBHOMepHas, C y4acTKamu @ubposa, HesHauwTenb-
HOe pacLUMpeHWe BWPCYHroBa MpOTOKAa. AMunasa KpoBw
1820 Ean/n. YpoBeHb 3nacTasbl-1 B Kane 92 Mkr/r. lpoms-
BeaeHa MPXIT, n3MeHeHuiM B enyHbIX NPOTOKaX U NPOTOKax
MK He BbISBNIEHO.




KIWHVHECKIAN CITY YA

BHOBb HayaTta Tepanus npeaHU30A0HOM B Ao3e 1 Mr/Kr.
YuuTbiBasi CHUKEHWe YpOBHS 3nacTasbl-1 B Kane, HasHayeH
naHkpeatuH B Ao3e 20 000 Ea nvnasbl B cyTku. CocTosHue pe-
BOYKM YJTyYLLMAOCh, YMEHbLUMINCH pa3Mepbl K, Ho ypoBeHb
aMunasbl 0CTaBasCcs HEMHOro noBbILeHHbIM (130—-150 En/n).
YunTtbiBas peumavBupyloLLMA XapaKTep 3aboneBaHus, 060-
CTPeHMe nocne npeablayLuei 0TMeHbI NPeLHN3010Ha, Ha oHe
CHWXKEHMA [,03bl BO BPEMS MOBTOPHOMO Kypca NpefHU30/I0Ha
Obln Ha3HaueH MepKanTonypuH B 4o3e 1 Mr/(Kr - cyT).

[leBouKa Habnogaetcs B KmHuKe CI6IMTIMY po HacTos-
LLero BpeMeHu, B TeyeHne 2 NieT Ha oHe npuemMa MepKar-
TOMYpUHa U NaHKpeaTWHa 0bOCTPeHMI NaHKpeaTUTa He Ha-
bnofanock, ypoBeHb aMunasbl HopMarbHbIA, pasmepbl K,
no AaHHbIM Y3W, B npefenax HOpMbl, BUPCYHrOB MPOTOK
He pacLumpeH. YpoBeHb 3nactasbl-1 B kane — 320 MKr/T.

KJTMHUYECKWIA NPUMEP N° 2

[leBouka, 15 nieT, NoCTynuna B MUKPOXMpYPruyecKoe oT-
nenenme CI6IMIMY ¢ anarHo3oM «onyxosb NOAXKeNyA04HON
Kenesbly.

Y pebeHka noseunmuch xanobbl Ha 6oan B anuracTpum,
KoTOpble 3aTeM MepeMecTUnMCb B JieBoe Noapebepbe.
06patunnch K neguatpy No MecTy XuTenbCTBa. bbino Bbinos-
HeHo Y3W: npu3HaKku AUCKUHE3WUN JKENYEBLIBOLALLMX NYTEN,
Hebonblume ouddy3Hble nameHenus M. B buoxmummueckom
aHanM3e KpoBW OTMEYEHO MOBLILIEHWE 3HAYEHUI aMunasbl
fo 589 En/n. Tocnutanusaums He npeanoxeHa. Yepes He-
LEN0 0TMEYaeT MOSIBNEHNE KENTYLUHOCTU CKIEp W KOXHBIX
MoKpoBoB. [loTEMHEHWEe MOYM, OCBET/IEHUE Kana.

3aTeM BHOBb 0TMeYasloch NMosiBfeHWe DoNEBOro CUHAPO-
Ma. loBTopHo npoBeaeHo Y3, Ha KoTOpoM Bbio BbISIBIEHO
obpazoBaHue B obnactv ronosku MK (puc. 1) n pacumpenve
BMPCYHroBa npoTtoka (puc. 2). OT rocnutanusaumm B ropos-
CKyt0 bonbHULY MaTb 0TKa3anachb.

Tom14,N°4,2023

Meavatp

Mo HanpaBneHuio, BblAAHHOMY MOJIMKIIMHUKOW NO MecTy
¥uTenbcTea, obpatunack B CIIGIMIY.

0BBEKTVBHO: COCTOSHME YOBNETBOPUTESILHOE MO CaMOUyB-
cTBui0. KoXKHble MOKPOBbI YMCTbIE, KEMTYLLHOM OKPackK, UKTe-
PUYHOCTb CKITep. 3eB CroKoeH. [lbixaHue NpoBOAMTCA BO BCE OT-
[Lenbl, XpUNoB HeT. TOHbI cepailia AICHbIE, 3BY4HbIE, PUTMUYHBIE.
YacToTa cepaeyHbIX COKpaLleHuin 76 B MuHyTy. XnBot 6e3bo-
Ne3HeHHbIN Bo BCex oTaenax. MosicHnyHas obnactb cuMMeTpry-
Hasi, 6e36one3HeHHas. CTyn, co C/10B NaLmeHTa, CBETIIbIN.

JlabopatopHoe o6cnefoBaHMe: MOBLILLEHWE TpaHCaMM-
Ha3 — anaHuHaMuHoTpaHcdepasa 209 Ep/n, acnaptatamu-
HoTpaHcdepasa 147 En/n, GunmpybuH obumii 123 MKMonb/n
(npsimoii 83 MKMonb/n), ramMma-rnytTamunTpaHctepasa
412 Ep/n, wenoyHas docdarasa 305 Ea/n, ammnasa 336 En/n.

KoHcynbTMpoBaHa OHKOMOTOM: PeKOMEHLOBAHO Wccne-
[0BaHWe Ha OHKOMapKepbl B KpoBM, buoncus obpasoBaHus
C uenbto Bepudukauum onyxonm, KT, MPT.

MCKT: B npoekumn ronosku [ npocnexuBaertcs
OKpyrmoe natosiormyeckoe obpasoBaHMe C HEYETKUMM, He-
POBHBIMU KOHTYpaMM, OKPYXEHHOEe COCyAaMu, pa3Mepamu
30 x 40 x 60 MM. Me3seHTepuanbHble M MapaaopTabHble
NMMQaTUYECKUE Y3Nbl He YBESTUYEHI.

MPXII: MP-npu3Haku 06CTpyKUMM Xonepoxa v BUPCYH-
roBa MpoTOKa BCeACTBME MaTONOrMYecKoro obpasoBaHus
ronosku M¥K. Xonepgox pacwmpeH go 13,5 M™m. BupcyHros
NPOTOK pactumpeH Ao 5,0 MM (puc. 2, 3).

BbinoniHeHa ypecKoXHas YpecneyeHoYHas X01aHrmocTo-
MWS MOJ, YNIbTPa3BYKOBLIM U PEHTTEHONIOMNYECKUM KOHTpO-
neM. HapyXHOBHYTpeHHee ApeHWpOBaHWe (CTEHTUpOBaHWE)
06LLero NaHKpeaTMYeckoro NpoToKa UM OBLUEro enyHoro
npoToka. TpenaHbuoncus HoBoobpa3oBaHusa ronosku MK.

[leBouyka Haxoamnach B YCnoBUAX OTAENEHUS peaHUMa-
umn. Monyyana aHTMOMOTMKOTEpANWIO, AHTUCEKPETOPHYIO
U MHGOY3NOHHYO Tepanuio. locneonepauyoHHbI NEpUOA
npoTeKan rnagKo.

Puc. 1. YnbTpasByKoBoe uccrieoBaHue OpraHoB OpHOLLHOM no-
nocTn pebeHKa ¢ ayTOMMMYHHbIM NaHKPeaTUToM: OnyXoNieBuaHoe
0bpa3oBaHue NOAMeNyA04HON Xenesbl

Fig. 1. Ultrasound examination of abdominal cavity organs of a
child with AIP: tumor-like formation of pancreas

DOl https://doiorg/1017816/PED144113-123

Puc. 2. MarHuTHo-pe3oHaHCcHas XonaHruonaHkpeatorpadus
pebeHKa C ayTOMMMYHHBIM MaHKPeaTUTOM [0 NeyeHns — pac-
LUMpeHNe BUPCYHroBa NPOTOKa

Fig. 2. Magnetic resonance cholangiopancreatography of a child
with AIP before treatment — dilatation of Wirsung's duct
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Puc. 3. MaFHI/ITHO-pe30HaHCHaﬂ XOJ'IaHFVIOI'IaHeraTOFpadJVIFI peGeHKa C ayTOMMMYHHbIM NaHKpeaTUToOM [0 JjieHeHNnAa — paclimpeHue

X0/1e[10Xa M BUPCYHroBa NPOTOKa

Fig. 3. Magnetic resonance cholangiopancreatography of a child with AIP before treatment — dilatation of choledochous and

Wirsung's ducts

BbinonHeHo NpoMbiBaHMe fpeHaxa C KOHTPacTUpOBaHu-
eM. Ha akpaHe: xopoLuas NpoXoAMMOCTb ApeHaka, NPOHMK-
HOBEHMe KOHTpacTa B [JBEHaAL.aTUNEPCTHYIO KULLKY, 3aTEKOB
HeT. BbiNo NpUHATO peLleHne 0 MPEKPALLEHUN HapYKHOTO
LPEHNPOBaHUS XeNuHbIX NyTer. [ipeHax nepekpbIT. Hauato
3HTEpanbHOE KOpPMITEHME.

OHKOMapKepbl: 0TpULLaTENbHbIE.

WHcynmu 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).
lgG 7,50 r/n (7-16).

MaTonoroaHatoMuyeckoe 3aknwyeHne (HaumoHanb-
Hbili MeLUUMHCKMIA WUCCNe0BaTeNIbCKUMA LIEHTP OHKONOTUK
uM. H.H. MeTtpoBa): «Mopdonornyeckas KapTuHa MOET cO-
OTBETCTBOBaTb XPOHUYECKOMY WMHAYPATUBHOMY MaHKpeaTuTy
MWHUMAanbHOW CTEMEHW aKTMBHOCTW. B mpepenax maHHOro
BronTaTa onyxosieBOro MOPaXKEHMS He BbISBIEHO.

Mukpockonuyeckoe onucaHue (HaumoHanbHbIA Meau-
LMHCKWIA WCCnefloBaTeNbCKUNA LIEHTP [eTCKOW remaroso-
MK, OHKONOTMW W UMMyHomorum uM. [Omutpus Poravesa):
«Matepuan o4eHb ManeHbKOro 06beMa, NpeaCcTaBeH Mrofb-
HbIM buonTaToM [ ¢ MaccuBHBIM MHTEPCTMLMANBHBIM GU-
Op0o30M, MManMHO30M U BbIPaXKEHHLIM CKIIEPO30M KPOBEHOC-
HbIX cocynoB. OCTaTKM auMHApHOrO «annapata» U NPOTOKOB
OyKBanbHO 3aMypoBaHbl B MOTHYK BOJIOKHUCTYK TKaHb,
0TMeyaeTcsl HepaBHOMepHas MiasMouuTapHas UHOUNbTpa-
M8 ¢ HeboNbLUMM KONMYecTBOM Menkux iumdouutos (CD3Y,
CD20%), pacnonoxeHHas NPeMMYLLECTBEHHO BOKpPYr MpoTo-
KoB (akcnpeccus CK7, PCK). MnasMatnyeckue KeTKM 3Kc-
npeccvpytoT CD38, TotanbHo nosutusHble |gG, Hebonbluas
4acTb U3 3TMX MO3UTUBHBIX KIETOK 3KcnpeccupytoT 1gGa.
3akntoyenue: «B npegenax uccneayeMoro Matepuana Masno-
ro [MarHoCTUYecKoro 0bbema BbISBNEHbI NMPU3HAKK, HE UC-
Knovarowmne Hanmune 1gG4-accoummpoBaHHOro ayTouM-
MYHHOr0 naHKpeaTtuta. PekomeHpoBaHo onpepenenue lgG4
B CbIBOPOTKE KPOBW, KOHCY/bTaLMsA UMMYHOMOra.

KnuHMyeckMn amarHos: «AyTOMMMYHHbBIA XPOHUYECKMN
MaHKPeaTUT C MPEUMYLLECTBEHHLIM MOPAXKEHWUEM FOJIOBKM
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pancreas. ®nbpo3 ronosky M. BTopuyHbIi 06CTPYKTUBHLINA
xonectas. MexaHuyecKas xentyxan.

HasHaueHa Tepanus npefHU30/10HOM B Ao3e 40 Mr/cyT.

JInactasa 62 MKr (npu HopMe bonee 200), yto cooTBeT-
CTBYET TSXKENOWA CTENeHW HeA0CTaTOYHOCTU 3K30KPUHHOI
dyHKumm K.

IgG4 B Kposm 0,13 r/n (0,1-1,35 r/n, 4To cooTBETCTBYET
HopMme).

YunTbiBas HopManbHbIM ypoBeHb 1G4 B KpoBw, reHes
naHKpeaTuTa noTpeboBan yToUHEHUS.

BbinonHeHO reHeTMYeCKoe MCCNefoBaHWe Ha Hacnep-
CTBEHHBIN MaHKPeaTUT — MyTaLWiA He BbISBJIEHO.

YunTbiBas HeJOCTAaTOMHOCTb 3K30KPUHHOM ByHKUMK [T,
HasHayeHa 3aMecTUTeNbHas (epMeHTOTepanus npenapaToMm
naHkpeatuHa B fo3e 20000 En 3 pa3a B ieHb Ha OCHOBHbIE
npueMbl nuwm 1 10000 Eg — Ha «nepekychbi».

B ovHamuKe: HopManu3aums 61oxMMYecKux nokasarenen.

KT (koHTponb): npu comocTaBieHuu C JaHHbIMU Mpe-
ablaywen MCKT nonoxutenbHas AMHaMMKa — YMeHbLUM-
nacb cTeneHb pacLUMPeHNs BUPCYHTOBa MPOTOKa A0 ~3 MM
(paHee ~5 MM). OTMeYaeTCa TaKKe YMeHbLUEHWE pa3MepoB
MK B obnactn Tena u xgocta (13 x 15 MM COOTBETCTBEHHO).
lepectanu npocnexuBaTbcs MHOUILTPaLMA B NapanaHKpea-
TUYECKOM KIeTYaTKe M CKOMEeHMe XUAKOCTM B 3TOW 0b1acTu.
CoxpaHsietca yBenuuenue ronoBkn MK o 30 x 40 MM
(Henb3s MCKITIOUNTL YMeHbLUeHUA Ha 1-2 MMm). CTpyKTypa ee
HeoJHopodHas, ¢ bonee MIOTHbIMK yyacTKamu (mo 45 HU
B CPaBHEHWUM C ocTanbHbIMKM oTaenamu 40 HU).

KoHTypbl »ene3bl MenkogdecToHyaTble. KoHTpacTvpoBaHme
CBOEBPEMEHHOE, J0CTaTOYHO FOMOreHHOE, AMaMeTPOM 110 14 MM.

Y¥enuHbli ny3bipb Tyro 3anonHeH. Cogepxumoe 6e3 oco-
BeHHocTen.

KpaHuokaymanbHbiii pasmep nevenn 135 MM. [lnot-
HOCTHble noKasaTtesu napeHxumbl 65 HU. CTpykTypa ofHo-
poaHas. BHyTpuneyeHouHbIe JKeYHble MPOTOKW pacLUMpeHb
0o 3-4 MM (neBbit — paHee o 10 MM; npaBbii — 6e3 AnHa-
MUKY). BHENeYeHOUHbIe YKeN4YHbIe NMPOTOKM 3apeHNPOBaHbI.
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Puc. 4. MaruuTHo-pe3oHaHCcHas XxonaHruonaHkpearorpadus pebeHka ¢ ayToMMMYHHBIM NaHKPeaTUTOM B AMHaMUKe Ha QOHe NeYeHus:

pa3Mepbl Xo/efioxa M BUPCYHIOBa NPOTOKA YMEHbLUMIIUCH

Fig. 4. Magnetic resonance cholangiopancreatography of a child with AIP in dynamics during treatment: the size of choledochous and

Wirsung's ducts has diminished

YenuHbiin My3bipb TUMMYHO PaCcMONOXKEH, YBEIMYEH B pas-
Mepax (120 x 38 mMm), umeeTcs nepernd B 0b6nacTu LENKH,
CTEHKA My3blpsi TONLMHON IO 2 MM, PEHTrEHOKOHTPACTHbIX
KOHKPEMEHTOB He BbifBNIEHO. Pa3mephbl ceneseHku He yBe-
JIMYEHBI, COXpaHseTCs A00aBoYHas LoNbKa.

3aknoyenve: KT-KapTuHa yBenuueHus pa3MepoB U He-
ofiHopoaHocTu cTpyKTypbl MK B 06nacth ronosku. Monoxu-
TeNbHas AMHAMUKa B CPaBHEHUM C LaHHBIMK NpenblayLuei
MCKT (puc. 4).

Y NaumMeHTKW YCTaHOBNEH APEHVUPYIOLLMIA TPaHCMEYeHou -
HbIi KaTeTep. [NaHupyeTcs LIMTENbHOE CTOSHWE YKa3aHHOro
KaTeTepa C LeMbH YITyULLEHWS ENYHOr0 JPEHaxa B TeYeHMe
1,5-2 net, B 3aBUCUMOCTU OT TeyeHus 3aboneBaHus. Heob-
XOAMMO BbINOJSIHEHUE EXECYTOUHOT0 NPOMbIBAHUA KaTeTepa,
npu HeobxoaMMOCTU — ero 3ameHa.

BbinucaHa B yA0BNETBOPUTENBHOM COCTOSHUN.

PekoMeHaoBaHo:

1. Habniopenme xvpypra v ractposHTeposora.

2. [lanbHeinllee nocTeneHHoe pacluMpeHne AMeTl.

3. DepMeHTOTEpanMUs NpenapaToM NaHKpeaTMHa — npo-
LO/KUTb NMPUHUMATL B TeyeHue 1 Mec., nocne NpUHUMaTh
no 1 kancyne 3 pasa B AeHb (no3a 10000 Ep).

4. KoHTponb broxummnyeckux nokasateneii Kposw.

5. [IneTa ¢ UCKIIOYEHNEM KMUPHOI W XKapeHOH NULLX.

6. KontponbHoe KT-uccnepnoBanue yepes 3 Mec.

7. MocTosHHOE NPOMBIBaHME JpeHaxa.

3AKJTIOYEHUE

AWM — yHukanbHas dopMa naHkpeatuta. [InarHos AWM
Y LeTeil 0CHOBLIBAETCA HAa COYETAHUM KIIMHUYECKMX CUM-
MTOMOB U ABHbIX Natoforui napeHxumbl MK, npotokos MK
/WK KEeNYHbIX NPOTOKOB, BO3MOXKHO, JOMOJHEHHbIX TUCTO-
MaTofiorMyeckMn JaHHbIMU. OCHOBHBIM MeTOLOM Bbibopa
Tepanuu SBASKOTCS KOPTUKOCTEPOMALI C MOTEHLMaNbHbIMU
LO/roCpOYHbIMA MOCNEACTBUAMM, BKIIKOYAS BHELUHECEKpe-
TOpHYto HegocTaTouHocTb [T 1 guaber.

DOl https://doiorg/1017816/PED144113-123

Mbl HapeeMcs, UTo Hal 0630p C KIIMHUYECKVUMM CiyYas-
MU NPUBEAET K NlydlieMy pacrno3HaBaHuio AWM y geteir, Tem
caMbIM NPOMOXVB NYTb AN18 byayLIMX Uccnes0BaHMN.

AOMO/IHUTENNbHAAA UHOOPMALIUA

Bknap, aBTopoB. Bce aBTOpbI BHEC/M CYLLIECTBEHHDIV BK1af, B pas-
paboTKy KOHLeNLWK, NpoBeJeHIe UCCIe0BaHNS W MOATOTOBKY CTaTby,
MPOYM M 0400pKUM UHANBHYI0 BEpCHIO Nepe nybanKaumen).

UcTouHuk duHaHcupoBahus. PaboTa BbinonHeHa npu noa-
nepxke Poccuitckoro doHpa QyHAaMeHTamnbHbIX UCCIe[0BaHUiA
(rpaHT N2 17-29-06069).

KoHdnuKT uHTepecoB. ABTopbl [eKIapuUpyroT OTCYTCTBUE SB-
HbIX 1 MOTEHUMaNbHbIX KOH(IMKTOB MHTEPECOB, CBA3AHHBIX C My-
BnvKaumeli HacTosLLeld CcTaTby.

JITnyeckuin komueT. [poToKon MUccnesoBaHus Bbin 0f00peH
TIOKarbHbIM 3TU4eckuM KomuTeToM (N2 07/02 ot 16.12.2021).

WHdbopmmpoBaHHoe cornacue Ha nybaukaumio. ABTopbl nosny-
YWIM NMUCbMEHHOE COrflacie 3aKOHHbIX NpeACcTaBUTeNell NaLUeHToB
Ha NybaMKaLmio MeAMLMHCKUX LLaHHbIX U hoTorpadumi.
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MyTb OT yyeHUKa CeNnbCKOM LUKOJIbI 0 U3BECTHOrO
B CTpaHe npodeccopa neagnaTpa-uHpeKLUOHUCTA

[.0. UeaHos, U.[1. J1sxos, T.M. YepHosa, C.J1. baHHoBa, E.b. lNaBnosa, 0.B. bynuHa,
B.0. CyxoBeukas, E.B. bapakuHa, A.H. Hazaposa, T.A. Kannuna, M.[l. Cy660TuHa,
H.B. MaBnoBa, A.B. ®egopoa

CaHkT-lleTepbyprckuii rocyAapcTBEHHbIA NeauaTpUYeckuin MeauLMHCKIIA YHuBepcuTeT, CaHKT-[eTepbypr, Poccus

AHHOTALNA

B aerycte 2023 r. ucnonHunocb 70 net Brnagumupy Hukonaesudy TuMueHKO — [eKaHy negmaTpuyeckoro akynbTeTa
Orb0Y BO «CaHKT-leTepOyprckuit rocynapCTBEHHbIA NeauaTpUYecKuidi MeULMHCKUA yHUBepcuTeT» MuHsgpaBa Poccum,
3aBefyloLeMy Kadeapoi MHGEKUMOHHbIX 3aboneBaHui y feten uM. npod. M.I. [laHuneBuya AOKTOPY MEOMLMHCKUX HayK,
npodeccopy, 3acnyxeHHoMy Bpady Poccun, [maBHOMY BHeLUTATHOMY CreLManieTy no MHPEKLMOHHbIM 3aboneBaHusaM y ae-
Teit CeBepo-3anaaHoro deaepanbHoro okpyra ctpatbl. B.H. TuMmueHko nocne okoHvanus JINMMU ¢ otinymem B 1978 1. nocty-
MKN B KITMHUYECKYH0 OpAMHATYPY Ha Kadeapy MHdEeKUMOHHbIX bonesHen y fetei. B nepuog ¢ 1980 no 1983 r. obyqancs B ou-
HOM acnMpaHType Ha Tou e Kadeape. B 1983 r. ycnelHo 3awwmtun KaHamaatckyto, a B 1989 r. — QoKTOpCKylo AnccepTaumm.
PykoBoaut Kadenpon ¢ 1997 r. lMoa pyKoBOACTBOM 3aBefyroLLero Kadeapoii B TeYEHWE MHOMUX NeT NPOBOASATCA Pa3HOCTO-
POHHWE MCCNefoBaHUsA MHPEKLMOHHBIX 3aboneBanuii y feTteil. Bnagummp Hukonaesuy sBNSETCA HayyHbIM PYKOBOAUTENEM
LECATV KaHAMAATCKUX AMUCCepTaLMiA, HAYYHbIM KOHCYIbTaHTOM 0JJHOM [OKTOPCKOM auccepTaumuu. CucteMaTnyeckm BbiCTynaeT
C NeKLMAMM 1 OOKNafaMu B LETCKUX MOJIMKIMHUKAX, Ha KOHrpeccax, KoHdepeHumsx, cumnosnymax. KoHcynbTupyeT Taxe-
TNbIX MauueHToB 13 JleHuHrpagackon, Hoeropoackoi, MckoBckoi, KanuHuHrpaackoii obnacten, Pecnybnuku Kapenuu v opy-
TMX peruoHoB cTpaHbl. ABTop 6oniee 530 HayuHbIX TpyAoB. PekTopart, 06LLecTBeHHbIE OpraHM3aLymm, COTPYAHUKM U CTYLEHThI
YHuBepcuTeTa xenatoT npodeccopy fanbHelwmx 6obLUMX TBOPYECKMX YCNEXOB B MOATOTOBKE M BOCMMTaHUM MONIOAbIX Bpa-
Yel, KPemnKoro 3,0poBbA U IMYHOTO 6Aarononyyms, HeUCCAKAEMON IHEPTUM U NPOLIBETaHMS.

KnioueBbie cnoBa: npodeccop B.H. TuMuyeHko; CaHKT-TleTepbyprckuil rocynapCTBeHHbIN NeauaTPUHECKUn MeAULIMHCKUIA
YHUBEPCUTET; LLETH; MHDEKLIMOHHbIE 3a00S1eBaHMS.

Kak untupoBarts:

MBaHos [.0., Jlaxos W.1., YepHoBa T.M. BanHosa CJ1, Maenosa EB., bynmHa 0.B., Cyxoseuxas B.®., bapakuHa E.B., Hasaposa AH. Kannuna TA,
CybbotnHa M.[., Maenosa H.B., ®enoposa A.B. MyTb 0T yueHWKa CenbCKOM LUKOMbI 0 M3BECTHOrO B CTpaHe npodeccopa neamarpa-uHbeKumoructa //
Meauatp. 2023.T. 14.N° 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 Petersburg, 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.

Keywords: Professor V.N. Timchenko; St. Petersburg State Pediatric Medical University; children; infectious diseases.
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OBUTIEN

B asrycte 2023 r. ucnonnunock 70 net Bnagumupy Hu-
Konaesuyy TUMYEHKO — JeKaHy neamaTpuyeckoro hakynb-
Teta OIB0Y BO «CaHkT-eTepbyprckuidi rocyAapCTBEHHbIN
neauaTpuyecKMin MeAULMHCKUN yHUBepcuTeT» MuH3apaBa
Poccum, 3aBepytoweMy Kadenpoii MHbEKUMOHHBIX 3abone-
BaHui y aeTeid uM. npod. M.I. [laHuneBuya LoKTOpY Meau-
LMHCKUX HayK, npodeccopy, 3acnyxeHHoMy Bpady Poccum,
[MaBHOMY BHELUTAaTHOMY CMELMANUCTY N0 MHQEKLMOHHBIM
3aboneBanuam y peteit Ceepo-3anagHoro denepanbHOro
OKpYra CTpaHbl.

Bnapumup Hukonaesuy poauncs 22 asrycta 1953 r. Ha
BpsHwuHe, B HebonbLuoii fepeBHe HoBas PyaHs, KoTopas
pacnonoxunack BLoNb bepera XMBONMCHOW peky EnbHs.

Oteu — Hwukonai HukonaeBuy TUMYeHKO — yuwTesb
LIKOMbI, NpenojaBaTeNib PYCCKOro fi3blKa W NMTepaTypbl,
Gu13nYeCcKoN KynbTypbl U TPYAOBOr0 BOCNMTaHWA. B panb-
HellleM, Mocie OKOHYaHMS 3a04HOro OTAeNeHus nepa-
FOrMYecKoro MHCTUTYTa, MHOTWe roabl pabotan 3aByyeM
W OMPEKTOPOM BOCbMUIIETHEN LUKOJbI, 0GHOBPEMEHHO Opra-
HW30BaJl M PyKOBOLWN BeUepHei CpeaHeN LLKOMON MONIOAEKM.
H.H. TuMyeHKo — BeTepaH Benmkoit OTe4ecTBEHHOMN BOWHbI,
Y4acTHUK WTypMa bepnuHa, HarpaxzaeH LBYMS OpAeHamu
KpacHon 3Be3pgbl, opaeHoM OTe4YecTBEHHOM BOMHbI | CTe-
nexn, 15 Mepanamu, B ToM uncne «3a nobeny Hag lep-
MaHuelt B Benuroit OtevectBeHHon BoHe 19411945 rr.»,
«3a B3ATMe bepnnHa», «3a ocBoboxaeHve Bapluasbix.
NHTepecHbii dakT buorpadum — B KINCC oTua He npuHsnm,
Aaxe Ha QpoHTe Nocne ABYX TSKENbIX PaHEHUIA, MOTUBUPYS
3T0 TEM, YTO OH HECOBEPLLEHHOETHUM MOAPOCTKOM NPOXM-
BaJl Ha BpEMEHHO OKKYMMPOBaHHOM (halumcTaMm TeppUTOpUM.
Ha cdpoHT oTeu ywen nobposonbueM B 17 net, cpa3y nocne
0CBODOXKAEHUA LePEBHU OT HEMELIKO-(aLlLMCTCKMX 3aXBaTuM-
KoB. B coBpeMeHHoM Poccum no pekomeHaaumm rybepHatopa
BpsHckoii obnacT oTew, BCTynuA B YneHbl napTum «EauHas
Poccusi». Mocne Benukoii OTe4ecTBEHHOW BOMHBI OH NPOX0-
AN AeiCTBUTENbHY0 BOEHHYH ciyby B JleHuHrpage, oTcio-
[ B CeMbe 0rpoMHasi NitoboBb K CeBepHoi cTonmue. C ocobon
ropzoctbio otel, Bnagummpa Hukonaeeuya BcnoMuHan caou
MOe3Ku B rOpoj TPEX PEBOJIIOLMI B NACCaXMPCKOM MOe3Le
«JleHnHrpag — Mapuynonb», KOTOpbIA eXeAHEBHO MPOXOAMNT
110 JKene3Homn [opore psAOM C POAUTENIBCKAM [OMOM.

Matb — EBpokus TumodeeBHa TUMUEHKO — poaunack
B CtapomybckoM paiioHe, TaM, rae poaunach nepeas pek-
Top Hawero uHcTuTyTa Hnma ApoHoBHa MeHpeneBa. Mama
paboTana yunTenbHWLEH B HauanbHbIX Kaccax, 04eHb Kpa-
cuBasi U TpyLonobumBas xeHwwmHa. MMena bonbluoe pomalu-
Hee X03AUCTBO — Oropoj, Cafl, KOpOBY W TENAT, CBUHEW, Kyp
M KponuKkoB. Bcex 3aBopamwuBan NpeKpacHblid A610HEBbIN
cap, — cospeBLLUMe sbnoku benoro Hanvea npoceeunBanuch
A0 CeMeyeK, 3anax cnenbix 650K AHTOHOBKM pasHocuics
paneko no Bcen okpyre. bpat Bnapumupa Hukonaesuua
MeTp TuMueHKo, cTaplue Ha 3 roga, oyeHb A0OPbINA W KU3-
HepajoCTHbIN, OKOHYMN JIeHWUHIPaACKUA CaHUTapHO-TUrMe-
HUYECKUI MeIULMHCKUIA UHCTUTYT, B AalbHENLLEM TPYAMICS
Ha Manoii pofMHe Ha PasfMyHbIX BpayebHbIX LOMKHOCTSAX,
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a TaKXXe NpUHUMan yyacTue B NapTuiHoii pabote. HeHa —
BaneHTtuHa WBaHoBHa TuMUYeHKo — AyLLeBHas, TanaHTMBas
neamatp-HeoHaTonor oT bora, Ao4b U CbIH yCMeLwHo Npofon-
KaKT CeMeliHyto BpayebHylo auHacTmio.

Bnagumup, Kak MpUHATO rOBOpWUTH, pOC W pa3BUBAsICS
B COOTBETCTBMM C Bo3pacToM. Bceraa bbin oKpyxeH 6onb-
LLIOW poauTenbCKoii NtoboBbio M 3aboToi. Pogutenn nokyna-
NN eMy pa3fnyHble BeNocuneabl, KpacuBble CaHKM, KOHBKM
c 60TMHKaMK, NbIXKKM, CMOPTUBHbIE raHTenw, GyTbonbHble
MSYW, FapMOLLKU W rUTapbl, dhoToannapatbl U NepeHOCHbIe
pagvonpueMHuKW. B fetctBe oH ntobun nosuTh peiby M pa-
KOB, cobupartb rpubbl U AroAbl, KOCUTL TPaBy U 3aroTaBiu-
BaTb APOBa, KOPMUTb AOMALLHUX MUTOMLEB, YXaXuBaTh 3a
CEIbCKOXO03ANCTBEHHBIMU XWUBOTHBIMU, MrpaTb B ¢yTbon,
NanTy M BOEHHbIE Wrpbl, J1a3aTb M0 AEPEBbAM U MPATaTbCA
B 60MIBLLUMX NNaHTALMAX KOIXO3HOW KYKypy3bl.

Y Bonoan Bcerga bbinn camble KpacuBble MIPYLLKH,
camas 3aHWMarenbHas AeTcKas nuTepatypa. B cembe Ha-
CTONBHOM KHWIOW SBNACA HEMOBTOPUMOM KPacoTbl poMaH
H.A. OctpoBcKoro «Kak 3akansnach cTanb», fl06uan necHu
BOeHHbIX neT — «llymen cypoBo bpsiHcku nec», «Kasa-
Ku B bepnuHe» u o JleHuHrpage — «lopon Hap BosbHOM
HeBoix.

Bocemb net wWKonbl nponetenu bbicTpo, B NaMATU Ha-
BCerfa octanach fobpoTa 1 TennoTa yunteneii (nepeas yuu-
TenbHuUa — 3uHanaa AnekcaHapoBHa JlncoBcKas), npasa-
HWYHbIe LIKOMbHbIE JIMHEWKM M MOAAPOYHbIE CTaKaHYMKM,
CAeNaHHble U3 raseTHoW Oymaru (KyNnbKu), HamoSHEHHbIE
TaKUMK BKYCHbIMM KoHbeTaMm fieTcTBa — «Pa3HoUBeTHbIN
ropoLuek», «Kuc-kuc», «bapbapuc». BMecte co ceonmu apy-
3bAMM Bnagumup ¢ 6onblUMM BOOLYLIEBNEHMEM YXaXuBan
33 NaMATHUKOM COBETCKMM BOMHaM 0CBOOOLMTENSM palioHa
M OKa3sblajl MOMOLLb CeMbAM (POHTOBMKOB. B LwiKone no-
Jly4nn nepeble 3HaHUA MO MeAMLMHE U NepBylo [OMKHOCTb
CaHMTapHOr0 MHCTPYKTOpPa Knacca (MpoBepKa YMCTOThI PyK,
ybopKa noMeLLeHuiA U T. 4.).

Mocne oKoH4aHust [loOpMKCKOWA BOCBMUNETHEN Cellb-
CKOM LUKOMbI YHEUCKOro palioHa yCreLLHo cian BCTynuTeb-
Hble 3K3aMeHbl B KNWHLIOBCKOE MeAMLMHCKOE yumnnLLe Ha
denbawepckoe oTAeneHne. Yuunca ¢ BoNbLMM KenaHW-
€M 1 OKOHYMI MEAMLMHCKOE YUYMNHLLE C OT/IMYMEM, BOLLES
B 4UMCno 5 % BbINYCKHUKOB, UMEIOLLMX NMPaBO NOCTYNaTb B UH-
CTWUTYT cpasy nocnie Nosly4eHns QMMNoMa 0 CpeSHeEM Meau-
LMHCKOM obpasoBaHun. 3gecb Bragumup BcTpetun cBoto
nepByl Nob0Bb — OYeHb KpacuByl AeBYyLIKY BaneHTuHy,
KOTopas BNOCNeACTBUM CTaJla ero XeHon. 3aHuMarncs obuue-
CTBEHHOMN paboToin — ABNANCA CEKPETapeM KOMCOMOJIbCKOM
OpraHv3auMM MeAMUMHCKOro YYMmLLa, CTapocTol rpynmbl,
BO3r/1aBNAN CMOPTUBHbIE CEKLMM MO LUaxMaTaM U HacToslb-
HOMY TeHHUCY, BbicTynan B koMaHae KBH. Mocne nonyyenuns
punioMa bbin HanpaefieH Mo pacnpefenieHnio Ha paboty
B HuBHsAHCKy0 yyacTKoBylo 6onbHuLy CypaxcKoro paiioHa
Ha JOMKHOCTb denbALLepa, rae npopaboTan Ao NocTyneHus
B MEAVLMHCKMIA MHCTUTYT. [lepBoe MecTo paboTbl 3anoMHu-
NOCb CBOEN YAMBUTENIbHO CKA304YHOM MPUPOAOIA M LUMPOKOM
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Pm: 1. CTyp,queCwa buner Bnap,MMMpa TI/IM‘-IEHKO 1972 r.
Fig. 1. Student card Vladimir Timchenko, 1972

Puc. 2. 3acepaHue npodcoto3HOr0 KOMUTETA CTYAEHTOB JIEHUH-
rPafCKOro nesuaTpUYecKoro MeAMLMHCKOro MHCTUTyTa, 1978 r.
(cneBa HanpaBo): AeKaH MHCTUTYTa, oueHT AJl. KanutaHaku;
npefcenatenb npodroMa cTyaeHToB B.H. TuMyeHKo;, pekTop uH-
ctutyTa npodeccop, A-p Mea. 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
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LLIeAPOCTbIO PYCCKOI AePEBEHCKON AyLin. MeuUMHCKYHO no-
MOLLb MPUXOAMNO0CH OKa3blBaTb B3POC/LIM U AETAM, B CTaLy-
OHape W Ha A0My C CamMoM pa3nuyHoi natonorven. bonbluoe
BHMMaHWe yAensanocb NpouiakTuieckomn pabote — BbIMycK
CaHWTapHbIX JUCTKOB, becesibl C HaceNeHWeM, KOHTPOMb 3a
BOA0CHabXeHMEM, MoJBOpPOBLIE 00X0AbI C LieNbio NpoBefe-
HWA aKTyanbHbIX NPOMUNAKTUYECKUX NPUBUBOK.

B Jlennnrpap Bnagumup npuexan 31 utons 1972 r. B [leHb
BoeHHo-MopcKoro dnota CCCP BMecTe co cBoeii AeBYLLKON
Ha TpeTben NosKe 0bLero BaroHa noesaa «bpsaHcK — JleHWH-
rpag». HeckonbKo CyTOK MpoBes Ha BOK3anax U CKaMenKax
CKBEpOB, MOKa He Hallen xunbe. B panbHenluem B TedeHne
[LBYX JIeT CHAMan «yronok» y 6abyLwku Ha JlecHoM npocnekTe
B JOMe pAfOM C MHCTUTYTOM. CaaB 3k3ameH no buonorum
Ha «0TAMYHO», 1 aBrycta 1972 r. ctan ctygeHtom JIMMU —
JleHWHrpazcKoro nefuaTpUUECKOro MeaMLIMHCKOr0 UHCTUTY-
Ta (puc. 1).

B cTypeHyeckue roabl, Bo BpeMs 0byyeHus B opAMHa-
Type W acnupaHType aKTUBHO 3aHWUMancs 06LecTBEHHOM
paboToit — sBNANCs NpefceaareneM cTyAeHYecKoro npod-
COI03HOT0 KOMUTETA MHCTUTYTA (puC. 2), CTApoCTOW MOTOKa,
€XKErofHO Bble3an B CTY[leHYECKWUE CTPOUTENbHbIE OTPALHI
B pa3/M4Hble PErMOHBI HalLeli CTpaHbl, a Takxe B bonrapuio.

OcobeHHO 3anOMHMNOCH CTPOUTENILCTBO KOPOBHWKA
B BonocosckoM paiioHe JleHuHrpaackoii obnactv u 6eToH-
HOW B3/1IETHO-NOCaA0YHON NoNIockl B aaponopTy Pecnybnm-
Ku KoMmu, a TaKkKe NpoKagKa MHKEHEepHbIX KOMMYHUKaLWi
B I. leyopa, pabota Ha NpegnpusTM No NepepaboTke cenb-
CKOX03AMCTBEHHOW NpoayKuuu B T. lnoBause. B cTpoiiotps-
Aax Bnapumup npoluen Bce CTyneHbKU KafpoBoro pocta —
oT boiua oTpsaa, bpuragmpa, Komuccapa A0 KOMaHaupa
otpaga. CTyaeHyeckue rofbl — camble IPKWE, KpPacouHble,
CBeT/ble, 3anoMuHalolmecs, a paboTa B CTyLEHYECKMX
CTpoMTENbHBIX OTPAAAX caMas MpeKpacHas, camas fydlias
WX CTpaHuuKa (puc. 3, 4).

OueHb MHOrO BrMeYaT/eHW OCTaBUNWM BOEHHbIE COOpbI
(HayanbHUK cbopoB — CTapLUMi NpenofaBaTeNb Kadenpsbl

Puc. 3. Bnagumup TuMyeHko v BaneHTuHa TuMyeHko (Mo- Puc. 4. B cTymeH4YecKoM cTpouTenbHOM OTpsfLe Ha nepefHeM na-
MpaBKo) B CTYAEHYECKOM CTPOUTENbHOM 0Tpsfe, JIeHuH- He Bnagumup Tumuenko u Bnapumup [MeTpoyeHKoB (cripaBa Haneso),

rpaackas obnactb, 1973 r.

Pecnybnuka Komu, 1976 .

Fig. 3. Timchenko Vladimir and (Popravko) Timchenko Valen-  Fig. 4. In the student construction team in the foreground are Vladimir Tim-

tina in the student construction team, Leningrad Region, 1973

0Ol https://doi.org/10.]

chenko and Vladimir Petrochenkov (from right to left), Komi Republic, 1976
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JIMMW, KOMMYHUCT, NOSIKOBHUK MeAULIMHCKOMN Crybbl Muxa-
un fAkosnesny M'opbaTkuH), Ha KoTopbIX Bragumup nonyuun
nepBoe BOMHCKOE 3BaHUE «CTapLUM CepXaHT» U npuobpen
HOBBLIX Apy3en (puc. 5).

MepBble Warn B CTyLEHYECKOW HayKe chenaHbl Ha Ka-
deape meTCKMX WHQeKuwi (3aBeaytowmii Kadeapon —
L-p MeJ. HayK, npodeccop, 3acNyKeHHbI LesTeNb HayKu
PCOCP T'.A. Tumodeesa, pykosoautens CHO kadenpbl —
A-p Mead. Hayk, npodeccop B.H. BoHpapeB), noa pyko-
BOACTBOM KaHAMAATOB MEAMLMHCKMX HayK, acCUCTEHTOB
H.M. Xypasnesa u 10.[. UrHatbeBoii.

lMocne OKOHYaHWA WHCTMTYTA C oTamumem B 1978 T.
B.H. TuM4eHKo nocTynun B KIMHWYECKYI0 OPAMHATYPY Ha Ka-
denpy UHDEKUMOHHBIX bonesHen y aeteir. B nepuog 1980-
1983 rr. obyuancs B 04HOI acnMpaHType Ha TOI e Kadeape.
B 1983 r. ycnewHo 3awmTn KaHAMAATCKY0 AUCCEpTaLMio
Ha TeMy: «DyHKLMOHANbHAsA aKTMBHOCTb KOPbI HAANOYEYHM-
KOB U MONOBbIX Xene3 y ManbynkoB, 60MbHbIX anuaemMuye-
CKVM MapoTMTOM» (HayyHble PYKOBOAMTENM L-p Men. Hayk,
npodeccop IA. TumodeeBa, A-p Mead. HayK, npodeccop
AM. 3ainumk) [12]. C 1983-1989 rr. — accucTeHT Kadeapol
MHDEKUMOHHBIX 3aboneBanwii y aeTeil. C ceHTabpa 1989 r.
“30paH No KOHKYPCY Ha JOMKHOCTb AOLeHTa Kadeapbl.

B 1984 r. npucsoeHa yyeHas cTeneHb KaHaupaTa Me-
OVUMHCKMX HayK, B 1989 r. — yueHoe 3BaHWe AOLEHTa,
17 cenTabpsa 1996 r. ycnewwHo 3aliMTU B LUCCEPTALMOHHOM
coBeTe MeAMUMHCKON akafeMuu nocnegunaoMHoro obpa-
30BaHWA LOKTOPCKYI0 AMcCepTaumio Ha TeMy: «KnnHuKo-na-
TOreHETUYECKME acMeKTbl BO3AYLUHO-KanembHbIX MHDeKLmii
y LeTel (KOKMoLa, 3nMAeMUYecKoro NapoTuTa, CKapiatu-
Hbl)», Hay4YHblE KOHCYNbTaHTbl — [-p MeS. HayK, npodeccop
J1.B. BricTpsikoBa, A-p Men,. HayK, npodeccop H.I. Becenos [13].
B Hosbpe 1996 r. npucyaeHa yueHas cTeneHb JOKTopa Me-
BVLMHCKMX HayK, B MapTe 1997 r. npucBoeHo yyeHoe 3BaHue
npodeccop. Co 2 moHs 1997 r. B.H. TumueHko Bo3rnaenset
Kadbeapy MHPeKUMOHHbIX bonesHeit y feteii CTIGIMTIMA.

OCHOBHBIMK Hay4HbIMM HanpaBneHusiMM paboTbl Kon-
neKTMBa Kadeapbl B 3T0 BPEMS ABNISOTCA: U3YYeHUE 3BO-
JoUMK MHGEKUMOHHLIX bonesHen y aeteir; ocobeHHoCTeN
MH(EKLMOHHBIX 3ab0NeBaHuiA y NaLMEHTOB pa3HOro Bo3pac-
Ta B COBPEMEHHbIX YCNOBUAX; KIIMHUYECKOW KapTUHBI reprec-
BUPYCHOM, MEPCUHWMO3HOM, CTPEMTOKOKKOBOM U KOKJTHOLLHOM
MHQEKLMI; TeyeHns MHPEKLMOHHLIX 3aboneBaHuii y aeTen
C nepuHaTanbHoi BUY-uHbeKumeli; coBepLLEHCTBOBaHME
pvardoctukv u Tepanum OPBW/rpunna/COVID-19; knuhm-
Ko-1abopaTopHbiX 0CobeHHOCTel napa3uTapHbiX WHBa3wi
(TOKCOKapo3, ToKconnasMo3 1 Ap.); ahdeKTUBHoCTU U bes-
0MacHOCTU NPUMEHEHMS HOBbIX JIEKAPCTBEHHBIX NpenapaTos.

B.H. Tumuyenko — aBTop 6onee 530 HayuHbIX Tpynos,
B TOM uucne yyebHuKa NS CTYyOEHTOB MeAMLMHCKUX BY-
30B «MHbeKuMoHHbIe boneshn y feten» (5 mspganui) [3],
9 MoHorpadwmit: «[llapasuTapHble MHBa3uM B NPaKTUKe AeT-
cKoro Bpada» (2005) [17], «3BoNOUMA KOKITIOLLIHON UH(EK-
umM y petei» (2005) [16], «Bce o meTCKMX NpuUBMBKaX»
(2003) [15], «Bo3pywHo-KanenbHble MHPEKUMM B NPaKTUKE

Tom14,N°4,2023

DOl https://doiorg/1017816/PED144125-134

Meavatp

Puc. 5. BoeHHble cbopbl (cnpaBa Haneso): Bnagummp TumyeHKo,
Bopuc Henwrant (MypmaHckas obnacts, 1977 1.)

Fig. 5. Timchenko Vladimir, Neishtadt Boris (right to left)
(Murmansk Region, 1977)

neamartpa u ceMeliHoro Bpaya» (2007) [11], «3nuoeMuyeckuii
napoTuT (3BOMtOLMSA, NpUYMHa becrnofHoro bpaka, cospe-
MeHHasl Tepanus, KCTPeHHas npodunaktuka)» (2007) [14],
«CTpaHuubl uctopumn Kadenpbl AETCKUX UHPEKLMIA UM. Npo-
deccopa M.I. [anunesuya» (2010) [6], «[podunaktuye-
CKWe NpUBMBKM AeTaM: [leTckue Bpaun u poautenm — “3A"
Kto “Mpotne?"» (2013) [9], «bonesHn umsmamsaumm (Kopb,
B3b-MoHOHYK€03) B npaKkTMKe neamatpa» (2017) [21],
«Bknap CaHkT-lleTepbyprckoro rocyfapcTBeHHOro nepua-
TPUYECKOT0 MeAULIMHCKOTO YHMBEpCHTETa B 6opbby ¢ naHae-
mueii COVID-19» (2022) [10]; 3 pyKOBOACTB Ans Bpayeii Bcex
cneumanbHocTen «OcTpble KULIeYHble MHPEKLMM B NpaKTUKe
neamvatpa u ceMeiiHoro Bpada» (2011) [7], «BUY-nHderums
Ha pybexe BekoB» (2012) [1], «3IBonoUMA CTPENTOKOKKO-
BOM MHbeKumn» (2015) [23], 2 cnpaBoYHMKOB NS Bpayel
«[lMarHocTVKa 1 neveHne OeTcKuX MHdeKUmiA» (4 uananms) [18],
CrpaBOYHMKA «3K3aHTeMbl Y aeTei» (2021) [24].

B nepuopn 6opbbbl ¢ naHaemuen COVID-19 (2020-2022)
npodeccopcKo-npenoaaBaTebCkuin cocTaB Kadeapbl nNpu-
HWMan aKTUBHOE yyacTue B MOATOTOBKE Bpayel pasnunyHbIX
cneumanbHocTel No 0cobo onacHbIM MHPEKLMAM, B NEPBYI0
oYyepelb, HOBOW KOpOHaBUPYCHOW UHdeKuuK. [poBoanmnch
MHOTOYUCTIEHHbIE TEMATUYECKME LIMKIbl YCOBEPLUEHCTBOBA-
HWA Bpayel CTpaHbl B 04HOM U B AUCTaHLMOHHOM dopMarTax.
CoTpyaHMKM Kadepbl OKa3blBanu MpaKTUYECKyl MOMOLLb
opraHaM 3apaBooxpaHenus (noueHT C.J1. baHHoBa — 3aBe-
Aytowas otaenexvem no bopebe ¢ COVID-19 y peteid, Bbles-
)Kana B pervoHbI CTPaHbl), aCMUPaHTLI M OPAMHATOPbI, CTYLEH-
Tbl-uneHbl CHO paboTanu B cneumanvavpoBaHHOM OTAENeHUN
(M.A. Wakmaesa, [.H. Cobonesa, A.C. FpoMoB). Konnektus
YHMBEpCUTETa MOJ PYKOBOACTBOM PEKTOPA, 3aBefyloLiero
Kadepoi HEOHATONOTWM C KypcaMu HEBPOJIOTUM W aKyLLep-
cTBa-ruHexkonorun @I n M0, 3acnyxeHHoro Bpaya PO,
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Puc. 6. KoHrpecc «3gopoBble fetn — byayLuee cTpaHbl», CaHKT-
MeTepbypr, 2021 r. (cnpaBa HaneBo): NPOPEKTOP MO 0nepaTBHO-
My YNpaBfieHWto, aMUHUCTPATUBHON U BOCMUTaTENbHOM paboTe
W.L. JlsxoB, pekTop yHMBEpcUTETA A-p Mef. Hayk, npodeccop
[1.0. ViBaHoB, feKaH neauatpuuyeckoro dakynbTeta A-p Mep.
Hayk, npodeccop B.H. TumueHko

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 HeoHaTosiora MuH3gpasa Poccum a-pa Mef. Hayk,
npodeccopa [.0. VBaHoBa — noaroToBun M onybamko-
BaJl YHUKAJbHYK KHUTY, MOCBALLEHHYI) Pa3fiMyHbIM acrneK-
TaM 60pbObI C HOBOW KOPOHABMPYCHOW MH(EKLMENR y aeTeil
(«[eTn KoBMAOM He OOMEtoT... 3aMEeTKM M3 KpacHOW 30HbI
Meanatpuyeckoro yHusepcuteTa», 2022 r.) [2]; npuHsan
y4acTMe B MOAroToBKe 2 MoHorpadwit: «bepeMeHHOCTb

Puc. 8. KoHrpecc no nHdekumoHHbIM bonesnam, Mockea, 2018 r.
(cneBa HanpaBo): 3acnyeHHbIN AesTenb Hayku PO, o-p men.
Hayk, npodeccop H.B. CKpunyeHKo, 3acnyeHHbIi LesTenb Ha-
yku PO, n-p 6uon. Hayk, npodeccop B.B. ManuHoBcKas, a-p Meg.
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 uHdeKUMoHHbIM bonesHsM, Mo-
ckBa, 2017 r. (cnpaBa Haneso): A-p MeA. HayK, npo-
teccop C.A. XMuneBcKas, A-p Mea. HayK, npodeccop
B.H. Tumyenko, o-p Men. Hayk, npogeccop 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. NHTepdepoHbl B NaToreHese, Tepanun U npo-
(MNaKTMKe HOBOM KOPOHABMPYCHOW MHEKLMM Y BepeMeH-
HbIx» (2021) [4], «MHTepdepoHbI: Ponb B naToreHese 1 MecTo
B Tepanuu u npodunaktuke COVID-19» (2020) [5], HayuHbIx
cTaTe, UHQOPMALMOHHBIX MUCEM, METOAUYECKUX PEKOMEH-
paumii no 6opbbe ¢ COVID-19 cpeam AeTcKoro Hacenenus
8, 22].

3aBefytoLLmiA 1 COTPYAHUKM Kadeapbl MPUHAMAIOT aKTUB-
HOe y4yacTue B OpraHM3aLyy 1 MPoBeAEHNN HayYHO-NpaKTyH-
YECKUX KOH(hepeHLMI, KOHTPeccoB, Cbe3/0B, B YaCTHOCTH
HauuoHanbHoro KoHrpecca «3gopoBble aetu — 6byayulee
ctpaHbl» (CaHkT-letepbyp), KoHdepeHumn «Tpunn u apy-
rne OPBW» (CankT-leTepbypr), «Bcepoccuiickoro exe-
rogHoro KoHrpecca uHQeKUMOHHble 6onesHu y peTei»
(Cankt-MeTepbypr), «ExerogHoro KoHrpecca p[etckux
UHpEeKUMOHNCTOB Poccun ¢ MeXayHapoAHbIM y4acTUEM»
(Mocksa), «Bcepoccuiickoro KoHrpecca no MHGEKUMOHHBIM
bone3HaM MMeHu akapemuka B.W. Tokposckoro» (Mocksa)
(puc. 6-9).

Mop pykoBOACTBOM 3aBefylollero Kadepnpol B Teye-
HWE MHOTUX JIeT NPOBOAATCS K/IMHUYECKWE MCCNEAO0BaHMS
COBPEMEHHbIX NIEKAPCTBEHHbIX MpenapaTtoB Mpu MHOEeKLM-
OHHbIX 3ab0neBaHMAX y feTeid. B yacTHocTW, NoKkasaHa BblI-
coKasn 3 eKTMBHOCTb M Be3onacHOCTb NPUMEHeHUs npena-
paTa YeNoBEYECKOro peKoMOMHaTHOro MHTepdepoHa a-2f ¢
aHTMOKcUAaHTaMmn (BuTammH C, ButamuH E) B dopMe pek-
TanbHbIX CBeYeW U HasanbHbIX HOpM NpY OCTPbIX pecnupa-
TOPHO-BMPYCHBIX MHDEKLMSAX Y LeTel pasIMiHOro Bo3pacta
(BudepoH®-Masb, Budepon®-renb) [19, 20]. MHoronetHas
KJ/IMHWYECKas NpaKTWKa NoKasana BbiCOKYH 3G dEKTUBHOCTb




OBUTIEN

1 besonacHocTb BudepoHa B KOMNIEKCHON Tepanum 1 Apyrux
MHdeKumit: repneceupycHon (BIb-MoHOHYKNe03a, BETPAHOM
0CMbl), KOPM, KULLIEYHBIX BUPYCHBIX MH(EKLMIA, COMYTCTBYIO-
LLel BUPYCHOW MaTonorum y nauueHtoB ¢ BUY-underumeit,
MpW MUKCT natonorum (Kokntow u OPBU, nceBpoTybepkynes
n OPBW), HoBOM KOpOHABMPYCHOW MH(EKUMM Yy AeTel pas-
NM4Horo Bo3pacta. lpenapart paspaboTaH 1 NpeanoxeH ona
NPUMEHEHNA B NeLMATPUYECKON NPaKTUKe AOKTOpoM 6uo-
JIOTMYECKMX HayK, npodeccopoM B.B. ManuHoBckoii (pyKo-
BoAuTenb nabopartopuu «OHTOreHe3a 1 KoppeKLuW cucTeMbl
nHTepdepoHa» HayuHo-uccnesoBaTenbCKOro LeHTpa anuae-
Muonorum u Mukpobuonorum um. H.®. Famaneun, Mocksa).

Mop pykoBoacTBoM npodeccopa B.H. TMyeHKo ycneLw-
Ho 3awwyuieHo 10 KaHAMAATCKUX AMUCCepTaLmiA, MpU Hay4HOM
KOHCYNbTUPOBaHUM — OAHa LMCCEpPTaLMs Ha COMCKaHue
YYEHON CTEeNeHu [LOKTOpa MeAMUMHCKMX HayK. OH sBnsetcs
UNEHOM pefaKLMOHHBIX COBETOB XYpHanoB: «[leTckue WH-
dexummny, «HypHan uHdektonorum», «MeguumHa u 3apa-
BOOXpaHEeHWe», a TaKKe YNIeHOM pefaKLMOHHOW KOonnerum
XypHana «[legnatp».

B teuenwe 28 net (1992-2019) B.H. TuMueHKo ycneLuHo
BbINOMHAN 0053aHHOCTM [N1aBHOrO BHELUTATHOrO Creuuani-
CTa no MHOEKUMOHHLIM 3aboneBaHuaM y aeten Komutera
no 3apasooxpaHeHuto [paButenbctBa CaHkT-leTepbypra,
€ 2012 r. sBnsieTcs [NaBHbIM BHELUTATHBIM CMELMANUCTOM MO
MH(EKLMOHHBLIM 3aboneBaHuaM y aetei B CeBepo-3anagHoM
denepansHoM okpyre Poccun. Paboty nposoauT nog pyko-
BOACTBOM [NaBHOro cneumanucta no MHheKUMOHHbIM 3abo-
NneBaHusAM y aeTen Munspgpasa Poccun n ®MBA akapemuka
PAH, npodeccopa H0.B. Jlob3uHa, B TECHOM COTpYAHWUYECTBE
C OpraHU3aLMOHHO-METOANYECKUM OTAENOM WH(EKLMOH-
HOW cnyxbbl ropofa Noj PYKOBOACTBOM [/IaBHOMO Creuu-
anucTa no MHGEKUMOHHLIM bone3Ham MuHucTepcTaa obopo-
Hbl PO u CaHkT-letepbypra, uneHa-koppecnoHaeHta PAH,
A-pa Meq. Hayk, npodeccopa K.B. ¥{naHosa.

B.H. TuMyeHko BxoauT B cocTaB ATTecTaUMOHHOW Ko-
muccum Komuteta no 3apaBooxpaHeHunio CaHkT-leTepbypra
Mo NpUCYKLEHMIO BPayebHbIX KBaNMGMUKALMOHHBIX KaTero-
pWii N0 CMeuManbHOCTU «MHGEKUMOHHbIE B0ne3HM», npu-
HWMaeT aKTUBHOE yyacTue B paboTe ropofckux neuvebHo-
KOHTPOJIbHBIX KOMMCCUIA. [10CTOSHHO OKa3sbiBaeT 6oMbLuyLo
neyeBbHO-KOHCYNbTAaTMBHYK M OpraHU3aLMOHHO-MeTOAMNYe-
CKYl0 MOMOLLb OpraHaM NpaKTUYeCKOro 34paBo0XpaHeHNSs.
CvcTeMaTMyeckn BLICTYNaeT C NIEKUMSMU M [OKIafamMi
B LETCKUX MOJMKIIMHUKAX, Ha KOHrpeccax, KOHhepeHumsX,
cumno3snyMax. KoHcynbTupyeT TsxenbiX nauueHToB u3 Jle-
HWHrpaackon, Hosropogckow, MckoBcKom, KanuHnHrpaackoi
obnacrei, Pecnybnnku Kapenum u fipyrux permoHoB CTpaHbl.
Bpau BebicLuen KaTeropum, SBNSETCA PyKOBOAWTENEM MOCTO-
SHHO JENCTBYIOLLEro ceMuHapa Ans neguatpoB U UHQEK-
LMOHMCTOB [ETCKUX MONMKIIMHUK U AETCKUX CTaLMOHapoB.
[peKpacHbIi BETCKUIA Bpay, KOTOPOro 04eHb JIBAT ManeHb-
Kue NaumeHTbl, C 60MbLUMM YBaXKEHWEM K HEMY OTHOCATCS UX
POAMTEN, @ TAKKE KOJIErY N0 Hay4HOM U NpodeccUoHaNbHOV
LEeATeNbHOCTH.
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Puc. 9. XIll BcepoccuicKkuin exerofHbld KOHrpecc no MHeK-
LMOHHbIM bone3HaM, CankT-leTepbypr, 2022 (cnpaBa Haneso):
akapemuk PAH, 3acnyeHHblii festenb Hayku PO, a-p men.
HayK, npodeccop 10.B. Jlob3uH, o-p Men. Hayk, npodeccop
B.H. TumyueHko

Fig. 9. XIIl 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

Puc. 10. 3asenyiowwmin kadenpoit MHPEKLMOHHBIX 3aboneBaHui
y Aeten uM. npod. M.I. [laHunesuya, npodeccop, A-p Mef. HayK
B.H. TuMueHKo ¢ 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 aKkTUBHOE y4acTve B JieyebHo-Npo-
(bunakTyeckon pabote KIMHUYECKUX 633 — MHDEKLIMOHHOE
otgeneHne N2 1, N 2 C6ITIMY, [leTckas ropofckas KimHu-
yeckas 6onbHMua N2 5 um. H.O. Ounatosa, [leTckas uHdek-
umMoHHas bonbHuua N° 3, metckue monmknmHuky Ne 25, 27,
41, 45 (puc. 10), a TaKKe COTPYAHMYAET C APYIUMU MeAMLMH-
ckumn yupexxaennamm (OFbY OHKUMB ®MBA, OIeY HUK
rpunna uM. A.A. CMmopoamHuesa, CM6 HAW anupeMuonorum
1 MUKpobuonorun uMm. MNactepa u ap.).
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Bnagumup HukonaeBuy mpuHMMaeT aKTMBHOe ydacTue
B paboTe NpMEMHOI KOMMCCUM YHUBEPCUTETA, B TOM umcile
B JO/IKHOCTM OTBETCTBEHHOO CEKpeTaps Bble3xan B [1ckoB
1 Benukuin Hosropoa. MHOro BpeMeHw 1 CUA 0TAAET OpraHu-
3aLMOHHO-MEeTOMYECKOM U 06LLeCTBEHHO-BOCTIUTATENbHO
pabote. B 1977-1984 rr. Bo3rnaBnan cryaeH4eckuid npod-
COI03HbI KOMMTET WMHCTUTYTA, DbiN uYneHoM npesuauyma
JleHnHrpapckoro obnactHoro komuteta npodco3a Meau-
uMHCKux paboTHukos u feneratoM X cbespa npodcotosa
MeaMuMHCKuX paboTHukos CCCP.

B 1984-1989 rr. Bnagnmup HuKonaesuy 3aHMMan LOMmK-
HOCTb 3aMecTuTeNs [eKaHa nesuaTpuyeckoro QakynbTeTa,
1990-1991 rr. — pekaHa no paboTe ¢ MHOCTPaHHLIMU CTY-
AeHTamu. B TeyeHune 18 net ycneLHo pyKoBOAWUT [eKaHaToM
neamaTpuyeckoro dakynbTeTa, NOCTOSHHO COBEPLUEHCTBYS
METO/bl BOCMUTaHMS, MOBbILLIAA Ka4yecTBO MOArOTOBKM Bpa-
Yein-neamnaTpoB.

Ykasom [pesupenta Poccuiickon ®epepaumm 8 uioHs
2005 r. B.H. TuMyeHKo 3a 3acnyru B obnactv 3apaBooxpa-
HEHWUS M MHOTOJNIETHIOK J,06pocoBecTHyl0 paboTy npucBoeHo
noyeTHoe 3BaHMe «3acnyxeHHbll Bpad Poccuickoi Depe-
pauun».

PekTopat, 00LLeCTBEHHbIE OpraHW3aLuW, COTPYLHUKM
W CTYLeHTbl YHMBEpcUTeTa enawT Bnagumupy Hukonae-
BUYy TUMYEHKO AarbHeiLIMX TBOPYECKMX YCMEXOB B NOAr0-
TOBKE W BOCMUTaHWW MOJIOAbIX Bpayel, KPemnkoro 340poBbs
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1 IM4HOro Bnaronosyyns, HEMCCAKAEMOM 3HEpPru 1 NpoLBe-
TaHuA.

AOMO/THUTE/IbHASA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbl BHEC/M CYLL €CTBEHHbIN BKNag
B pa3paboTKy KOHLenuuu, npoBefeHWe UCCNefjoBaHUs WU NOA-
FOTOBKY CTaTbW, NPOYAM 1 ofobpunu duHanbHylo Bepcuio nepes,
nybanKaumeil.

KoHdnukt uHTepecoB. ABTopbl feKnapupyloT OTCYTCTBUE SIB-
HbIX W MOTEHLMANbHBIX KOHDIMKTOB MHTEPECOB, CBA3AHHBIX C My-
OnMKaLmelt HacTosLLLeN CTaTby.

WcTouHMK drHaHCMpoBaHUsA. ABTOPbI 3asIBNISIOT 00 OTCYTCTBUM
BHELUHEro GUHaHCMPOBaHMsA NPy NPOBEAEHNUN UCCIIeLOBaHMS.
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®ettax XanumoBuy Kytywes — Bbiaalowmmcs
Y4YEeHHbI!, XUPYpr, 0OCHOBOMOJIOXHUK XUPYPru4ecKoro
NeYeHUs! OTKPbLITOro apTepuanbHOro NpoToKa

(k 100-neTuio co AHA POXKAEHUA)

N.B. Wernosa "2, N.10. Aptiox "2, H.P. Kapenuua ', M.I.J1. OnneamsaHo ', M.P. Faduatynmu ',
K.A. FaduatynuHa ', M.0. BycopruHa '

! CaHKT-ITeTepbyprekuii rocyiapcTBeHHbIN NenaTpuieckuii MeamumMHCKuiA yHusepeuTet, CankT-Metep6ypr, Poccus;
2 TopoacKas Mapuntckas 6onbHuua, CaHkT-leTepbypr, Poccust

AHHOTALNA

Cratbsa nocesiweHa 100-netuio co aHsa poxpeHus Mettaxa Xanumosuuya KyTylieBa — BblAatoLLlerocs xvpypra, Hoatopa
1 opraHusatopa, rnaBHoro xupypra JlenuHrpana (1964—-1987), 3asenytowero kadenpon obuuen xupyprin JIeHUHrpaacKoro
NeamaTpuYeckoro MeauUMHCKoro MHCTUTyTa. Mettax XanuMmosuy BeTepaH Benukoii 0TeyecTBEHHOI BOMHbI, y4acTHUK boeB
nop PxesoM. 3a Bpems cnyxdbl @.X. KyTywes nposeun cebs MyxecTBeHHbIM 60/LOM, HarpaxaeH opaeHamu OTeyecTBeH-
Hon BoWHbI | u Il cTenenw, a Takxke opaeHoM KpacHoi 3Be3fbl. B 1944 r. nocne Bo3BpalleHus B JIeHWHrpag, noctynaet
B JIeHMHrPaLCKUA NeAUaTPUIECKUA MESULIMHCKIIA MHCTUTYT, FAE NOCTEe OKOHYUT KIMHUYECKYHO OPAMHATYpY N AETCKOW XUpYprum.
[lanee cnepyet acnupaHTypa 1 pabota Ha Kadepape TopakanbHoOW xupypriv BMA, 3awmta KaHAMAATCKOW AMccepTaumu.
N3BecTHbIM xupyprom ®.X. KyTywes ctaHeT B 1959 r. bnarofaps onepaumam Ha OTKPLITOM apTepuasibHOM NPOTOKE, NosyYeH-
HbIA UM OMbIT JIEr B OCHOBY €r0 JOKTOPCKOI aucceptaumn. Oetrax Xanmmosud 6bin xupyprom ot bora, eMy bbiam noaBRacTHbI
BCe BMAbl XMPYPru4ecKMX BMELLATENbCTB KaK B PYAHON, TakK 1 B BplowiHOW nomocTu. VMes KonmoccanbHbI OMbIT, 3HaHWS
1 opraHusatopckue crnocobHoctn MetTax XanumoBuY COPMMPOBAN KPYMHENWLLYI0 XUPYPTUYECKYI0 LUKOJTY, HEOJHOKPATHO
n3bupanca Ha JomkHocTb [peacepatens npaBneHust xupyprudeckoro obuwectsa uMm. H.W. Muporosa. Mog pykoBopacTBoM
OetTAxa XanumoBuya KyTylueBa Obli0 BbINOMHEHO 27 KaHOMAATCKMX M 8 LOKTOPCKMX AuccepTaumii. KpoMe Toro, OH Bbl-
CTynan B KadyecTBe oduuManbHoro onnoHeHTa 6onee yeM Ha 450 3awwmrtax. Mpodeccopom ®.X. KyTywesbiM bbiNo U3aaHo
12 moHorpaduii n nopsgka 200 TpyaoB. 3a CBOK HayyHylo AeATeNbHOCTb OH yaocToeH npemun Coseta Munuctpos CCCP,
3BaHUA «3acnyKeHHbIA aesTenb Haykm PO» n nodetHoro yieHa ydeHoro coseTa CaHKT-[leTepbyprcKoii rocynapcTBEHHOM
neamaTpuYecKon MeaULMHCKOW aKafeMum.

KnioueBble cnoBa: QeTTax Xanumosuy KyTyLies; BbIAAOWNNCA AeATeNb; KapaMOXMPYPrus; 06LLasn XUpyprus; OTKPbIThIN
apTepuanbHblii MPOTOK.
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BbIJAIOLLMIACS YYEHHBIMA, XMPYPr, OCHOBOMOMOKHWK XMPYPrUYECKOrO NIEYEHWS OTKPLITOrO apTepuasnbHoro npoToka (K 100-netnio co aHa poxkaenus) //
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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. Petersbhurg State Pediatric Medical Academy.

Keywords: Fettyakh Halimovich Kutushev; outstanding figures; cardiac surgery; general surgery; patent ductus arteriosus.
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«lTpubnuzumecs K cepduy, dompoHymscs 00 Hezo — 00/120e 8peMs 3Mo
CYUMAsI0Cs OKMOM KOWYHCMBA, npogaHayuell us-3a CaKpasabHo20 3Haqe-
Hus, Komopoe npuobpes 3Mom opaaH: 0H cMasl eMecmusuLem ywi, CaMoli

cymolo bbimus..

U ecnu ce200Hs Hawu 8MewiamesibCmMaa He UMeom makol KOHHomayuu,
8 HUX, HecMomps HU HG 4mo, coxpaHsemcs 4mo-mo ¢7GHmUCITIU‘-I€CK09.»

JETCTBO

OeTrax Xanumosuy Kytywes poauncs 8 anpens 1923 r.,
B TaTapCKoM aepeBHe (HbiHe — ypounLle) YepHoin CTyneHel
KpacHocnobopnckoro paitoHa Mopposckon ACCP B MHoro-
LETHON CeMbe KpPecTbsH, KOTOpas, BMpO4YeM, OTHOCWNach
K umncny 6e3bepHbix (puc. 1). Mnapwmi u3 ceiHoBeid, PeTTsx,
Bbin oKpyxeH noboBbI0, BHMMaHWEM 1 3aboToil. CuacTnin-
BOE [ETCTBO OMPayMNioch «pacKynaumMBaHUeM» U nepece-
neHneM ceMbu Ha 3emnn KasaxctaHa. C nepeesfoM cembu
BbICTPO ywnm u3 xm3Hu Ba bpata u cectpa. OTcyTcTBue
UNbs,, NPOLOBONBCTBUSA W APYTUX MaTepuanbHbIx bnar Tpe-
boBano OT Hero NposiBNEHUS CTOMKOCTW. McnbiTaHus, Bbl-
naBlue Ha nneuun toHoro MeTTaxa, CAeNanu U3 Hero cBo-
6ononobnBoro, yBEPeHHOro ML B COBCTBEHHBIX Cuax
YesioBeKa.

Cnycrsa nBa rofa ceMbsi cMorna nepeexatb B JIeHWHrpag,
nocenvBLUMCb Ha [leTporpafcKoi CTopoHe. Yuach B LUKONE,
OH noMoran AefyllKe, KOTOpbIA TPYAWICSA LBOPHUKOM Mpy
FopHOM WHCTUTYTE. [lepBbiM MeCTOM oduuManbHoM pabo-
Tbl TEM He MeHee OKa3asncs 6aHHO-NpayeyHbI TPECT, Kyaa
€ro MpUCTPOMUN HayanbHUK CyXObl cnaceHus JleHMHrpaga.
ToT NpUMeTWUA ManbuuLLKy MOCNe TFepoMYecKoro chyyas:
OetTaAx XanumoBu4 camMooTBepXKEHHO bpocuncs B Hesy
M cnac TOHyLero ubiraHeHka. Kpome nnaBaHus, oH yBne-
Kancs waxmatamu (puc. 2) u n3obpasutenbHbIM UCKYCCTBOM
(puc. 3), NpoHec 3TV yBNIEYEHNS Yepe3 BCH KU3Hb.

HecMoTpsi Ha cBou yBneyenus, Qettax Xanumosuuy
3a BpeMms y4ebbl B LUKOJIE MPOLLEN MyTb OT MJIOX0 BRafelo-
LLLEro pyCCKMM A3bIKOM MajlbyMKa [10 JIYHLLEro yYeHuKa Knac-
ca (puc. 4). Nocne ee okoHYaHus, netoM 1941 r., NnpuHUMaeT
PELLEHUe 0 NOCTYMIEHUM B BOEHHO-MEeLULMHCKOE YHUNnLLEe
uMm. H.A. LWLopca [10].

BE/IUKASA OTEYECTBEHHAS BOWHA

B Hauane Benukon OteyecTBeHHol BoliHbl ©.X. KyTywwes
B COCTaBe CllyLuaTeneil BOEHHO-MeAULIMHCKOrO yumnuLLa bbin
3BaKyuMpoBaH Ha toro-3anap Cubupu, Hepganeko oT OMcka.
Lenblo npenopaBaTenbckoro coctaBa bbina NoAroToBKa
B KpaTyaiilumMe CpOKM rpaMoOTHbIX, B0ecnocobHbIX CaHUH-
CTpYKTOpOB (pUc. 5).

K nety 1942 r. pns 060poHbl CTONMLBI M3 BbIMYCKHUKOB
yunnuiia Havanu GopMMpoBaTh HOBblE CaHUTapHble B3BO-
Abl. KoMaHaMpoM 0fiHOro U3 Takux B3BOAOB Dbl HasHayeH
Mnaawwii neiiteHant @.X. KyTywes.
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P. Mpetp «Tam, rpe 6betca cepaue»

K coxanenuio, crycTs HECKOMBKO MecsLEB Moc/e Hava-
na BOVHbI, B 6osx mof, PXeBOM OH Monyumn TsKenoe 0CKO-
NoYHOe paHeHue TasobeapeHHoOro cycrasa. bbin gocTaeneH
B MockBy v npoonepupoBaH xvpyprom u3 bonrapum Anbbep-
ToM TeopopoBuyeM JlykaHoBbIM. B fanbHeliem npoxoaumn
DAMTENbHOE NIeYeHWe U 3a rof O OKOHYaHUS BOMHbI Obin
[,eMobMnn30BaH Mo COCTOSHUIO 340poBbs (puc. 6). 3a Bpe-
M5 cnyxbbl DeTTax XanuMMoBuy nposBun cebs MyKecTBeH-
HbIM 00WLOM, HarpaxaeH opaeHamn OTe4ecTBEHHON BOWHbI
I n Il ctenenn, a Takxke opaeHoM KpacHon 3se3pbl. bnaro-
[apHOCTb XMpYpry, CnacLueMmy ero xw3Hb, Petrax Xanumosuy
MPOHEC Yepe3 BC0 CBOI M3Hb, HO CMOT JINYHO €€ BbIpasuThb
TonbKo B 1975 1., Koraa poktop JlykaHoB moceTun JleHuH-
rpag, rae ero ObIBLUMIA NaUMEHT 3aHUMan YXKe AO0/KHOCTb
rNaBHOrO XMUpypra ropoja.

BO3BPALLEHUE K BEPETAM HEBbI

B cepeaunHe 1944 r. KyTywes npuesxaeT B CTaBLUMIA POA-
HbIM inA Hero JIeHUHrpag, 0fiHaKo BO3BpaLLEHWe CTaHOBMUTCS
neyanbHbIM: [IOM CEMbU HE YAanocb coxpaHuTb. MNopobHas
HOBOCTb BbIHYAMNa ero nepebpatbca Ha ynuuy Akapemuka
JlebeneBa, rpe bbina npepoctaBneHa KoMHata. Xenanue
CTaTb BPa4yoM, BO3HMKLLEE 3a[0Mro 40 BOWHbI, He AaBaso
noKos. Y3HaBLwas o ctonb 6naropoaHoM ctpemneHnn Qet-
TAXa XanMMoBKMYa cocefKa nocoBeToBana eMy obpatutbes
B JIeHWMHrpaACKMi NeaMaTpUYECKUin Me AULIMHCKUIA MHCTUTYT.
OH 3anucancs Ha npueM K pektopy MHcTuTyTa Hnum Apo-
HoBHe MeHaeneBow, KoTopas nocne beceabl C HUM NpUHANA
peLLeHne 0 ero 3auucneHuu [4], oH bbin BTOpbIM MON0AbIM
YEeNOBEKOM Ha Kypce, OCTajlbHble — [EBYLUKU. TaK Ha-
yanca npodeccMoHanbHbIM NyTb byayllero Bpaya, KOTOpbIN
C PaHHWX KypCOB YBNEKCA AENIOM CBOEW XM3HU — XUpyp-
rueii (puc. 7). VHTepec K 3ToM cneumanbHOCTU B CTyAeHYe-
CKue rofibl Bbin CTONb APKO BbIPAXKEH, YTO K KOHLY 00y4eHus
MOJIOLLOMY XMPYPry NO3BOMSANIM CaMOCTOSATENIHO BbIMOSHATL
He3HauuTeNbHbIE OMepaTMBHbIE BMeELLATeNbCTBa, a Nocie
OKOHYaHusA HCTUTyTa O.X. KyTywwes bbin 3a4ncneH B KIMHK-
YeCKyI0 OpAMHaTypy Ha Kadenpy LETCKOW Xupypru no cre-
LIManbHOCTM «feTcKas Xupyprus» (puc. 8).

Mo oKOHYaHWM KIIMHMYecKon opauHaTypbl QeTTax Xanu-
MOBWY MOAAN AOKYMEHTbI Ans NOCTYMAEHUA B acUpaHTypy
Kadepnpbl TopakanbHOM Xupyprum BoeHHO-MeaMLMHCKOI
akagemun (BMA) [6]. YcnelHo chaHHble BCTYNUTESbHblE
ucnelTaHusa nossonunum emy B 1951 r. cratb acnupaHToM
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Puc. 2. ®.X. KyTywes (cnpaBa) B WwaxMaTHOM KpyxKke, 1937 r.
Fig. 2. F.H. Kutushev (right) in the chess circle, 1937

Puc. 1. ®.X. Kyrywes (sTopoii cneea) co cBoeit cembedt, Puc. 3. O.X. Kytywes (BTopoi psag cnpasa) B M3oKpyxke, 1937 .
1934 r. 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. O.X. Kytywes (nepBblii psg B LeHTpe) ¢ knaccoM,  Puc. 5. Yuawmiica BoeHHo-MeauumMHcKoro yunnumia @.X. KyTywes,
1940 r. 1941r.
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. 6. Ceupetennctso ®.X. KyTywesa o neMobunmsaumy, 1944 1. Puc. 7. Ctynenueckuii bunet @©.X. Kytywesa, 1944 .
Fig. 6. F.H. Kutushev's certificate of demobilization, 1944 Fig. 7. Student ID of Fettyakh H. Kutushev, 1944
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Puc. 8. Knunnyeckuii opamnHatop @.X. Kytywes (TpeTuii psag cnesa) Ha Kadenpe
LETCKOI XMpyprum JIeHMHIPaACKOro NeanaTpUiecKoro MeaMLMHCKOT0 MHCTUTYTA,

1950 .

Fig. 8. Clinical resident F.H. Kutushev (third row from the left) at the Department

of Pediatric Surgery of Leningrad Pediatric Medical Institute, 1950

Kadenpbl, KOTOPON PYKOBOAWA W3BECTHBIN KapaMOXWpYpr
akapemuk AMH CCCP, n-p Mea. Hayk, npodeccop M.A. Ky-
npusHoB (puc. 9).

CTAHOBJIEHUE XWUPYPTA

®eTTAX XanMMoBMY CMOr A0CTaTOYHO DbICTPO 3aBOEBaTb
aBTOPUTET CPeau KOMner, BCIeACTBUE Yero b fonyLieH
K BbIMOJIHEHUIO OMEPaTUBHbIX BMELLIATENbCTB Ha rPYyLHOM
KneTKe. AKTMBHOe yyacTue B paboTe kimHukm BMA noaron-
KHYJ10 acnupaHTa K MpoBeAEeHNI0 HayyHbIX U3bICKaHWH, rnaB-
Hasl LieNb KOTOpbIX — peLUMTb Hanboriee crioxHble npobne-
Mbl TOpaKasbHOW XMpYprumn Toro BpeMeHu. «Macno B oroHb»
nogymean T.A. KynpusHoB, K KOTOpoMy B 0510KafHbIN Jle-
HWHrpaz CBO3WNK KpaiHe TSXKENbIX MaLMEHTOB C paHEHUAMH
NETKUX, MHOTME M3 KOTOPbIX YMEPNIW NOcne omepauui, yto
BbIN0 CBA3aAHO C YacTbIMM THOMHO-CENTUYECKUMMU OCTIOX-
HEeHUsIMU 3TUX paHeHui. MmeHHo ®.X. KyTywes okasancs
BEPHbIM MOMOLLHWKOM CBOEr0 Y4uTeNs B pa3paboTke HOBbIX
MEeTOJ0B MX XMPYPr14ecKoro fieyeHus. PesynbTatoM aByx net
YNOPHOTO TPyAa, KOTOPble MPOLLM C MOMEHTA ero NocTyne-
HWSA B acMUpaHTypy, CTana 3alyuTa AuccepTaumm Ha CoucKa-
HWe y4eHOM CTeNneHu KaHaMaaTa MeAMLMHCKUX HayK No npo-
QUNaKTUKe M JIeYEHUI0 IMNUEMBI NJIEBPLI NOCIE PE3EKLMUHN
nerkoro [8].

MeTTAX XanMMOBMY, HECMOTPS Ha LOCTUrHYTHIA yCnex,
TeM He MeHee rpe3wa U OpyruM HanpaBneHWeM Meauum-
Hbl — Kapauoxvpypruen. CBou nepeble Lwark B Hel OH Co-
BEPLUMN B CTEHax aHaTOMWYECKOro Teatpa, rae XpaHWamchb
Kapasepbl. [loBeas MaHMMYNALMOHHBIE HaBbIKW A0 COBep-
LUEHCTBA, OH MPUCTYMUN K BbINOJIHEHWIO OMepaTUBHbIX BMe-
LIaTeNbCTB Ha cepaLe. VIMeHHO B 3TOW KNMHMKE 3apofaunach

Tom14,N°4,2023
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I BN -
Puc. 9. Acrmpant ®©.X. KyTywes Ha kadenpe To-
paKanbHon Xxupyprum BoeHHO-MeAMUMHCKON aKa-
nemuu, 1951 .

Fig. 9. Postgraduate student F.H. Kutushev at the
Department of Thoracic Surgery of the Military
Medical Academy, 1951

Lenas nnesga byaywux npodeccopos, MMeHa KOTOPbIX W3-
BECTHbI He Tojlbko B Poccuu, Ho 1 Bo BceM Mupe: @.K. ban-
no3ek, B.M. bypakosckuit, C.A. Tamxues, A.N. Konecos,
B.J1. Tony3akos, b.C. YBapos n ©.X. Kytywes [2, 3, 7]. Kax-
ObIA U3 HUX MPOCABU OTYU3HY CBOUMM OTKPBITUSIMU U YHU-
KanbHbiMM onepaumsamu (puc. 10). Hanpumep, npodeccop
B.W. bypakoBckuii 28 uioHs 1962 r. Bnepsble B MUpe Bbl-
MOJIHUA NPOTE3UPOBaHUE MHTPaHaTaNbHO aTpe3vpoBaHHOM0
nynbMoHanbHoro knanawa [1]. ®.X. Kytywes cran ussecteH
Bnarogaps onepaumsM Ha OTKPBITOM apTepuUanbHOM MpoTo-
Ke (puc. 11). MonyyeHHbIA ONbIT SiEF B OCHOBY AOKTOPCKOIA
JvccepTauum, Kotopas bbia ycnelHo sawmiieHa B 1959 r.
CrycTa HECKOMBbKO MecsLEB eMy DbINo NpUCYKAEHO 3BaHMUe
npodeccopa. HayuHas pabota Pettaxa XanumoBuya npoms-
Bena ¢ypop B MeaMUMHCKOI cpeae. o 3Ton npuymnHe bbino

Puc. 10. KonneKtvs KMHUKM TopaKanbHOM xupypriun BoeHHo-Me-
JMumHcKor akagemumn uM. C.M. Kuposa: akagemuk [1.A. KynpusHos
(nepsbit pag B ueHTpe) @.X. Kytywes (nepsbliii pag 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
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Puc. 11. Onepatop ®.X. Kyrywes (BTopoii cripaBa) 1 accucteHt A.N. Konecos
(BTOpOI1 crieBa) BO BpeMs orepaumm Ha oTKpbIToM cepaue, 1960 T.
Fig. 11. Operator F.H. Kutushev (second from right) and assistant A.P. Kolesov
(second from left) during open heart surgery, 1960

MPUHATO peLleHne 0 NybanKaumu U3naTenscTBoM «Mearus»
MoHorpadmm «[lMarHocTMKa U NleyeHne OTKPBLITOro apTepu-
aNnbHOro MPOTOKa», B KOTOPOW BbINK M3N0XeHbI 3Mbpuore-
He3, aHaToMMs 1 GU3MONOrMs YNOMSHYTOr0 COCYAa, a TaKkKe
0co6eHHOCTU pafMKanbHOro NeYeHWs BPOXAEHHOro nopo-
Ka, chopMynMpoBaHHble Ha ba3e U3yyeHWs TeYEHUS MOpPOKa
cepaua y 250 npoonepupoBaHHbIX MM NaumeHToB (puc. 12).
370 mpou3oLwno 3a ro4 fo cMmepTu ero yuutens KynpusiHo-
Ba, N0J pefaKumeii KOTOPOro onMcaHHoe Nocobue u BbILLIO
B CBET.

Mocne 3alwmTbl [AOKTOPCKOW AMCCEPTaLMM U CMepTu
ceoero yuntens nietom 1963 r. ®.X. Kytywwes 6bin n3bpaH
Ha AOJKHOCTb 3aMecTUTeNs KIIMHUKW TOpaKanbHOW Xvpyp-
run BMA um. C.M. Kuposa. I'papaHCcKoe MU0 Ha TaKoM
MoCTy — MCKJIUMTENbHAA PEKOCTb, 0TpaXatLas pesyb-
TaT KonoccanbHol paboTbl MeTTsixa XanuMmoBuua, KOHEY-
HOI LieNiblo KOTOPOM OH BUAEN cnaceHue niogeid. Ho cnyctsa
noaroga nocse u3bpanus Ha 3ty pomkHocte @.X. KyTywes
MepexoamMT Ha AO/MKHOCTb 3aBepyioliero Kadenpon 06-
el xvpyprum JIeHWHrpagcKoro nefMaTpuyeckoro Menu-
LMHCKOr0 WMHCTWTYTa, KoTopas 6asupoBanacb B 6onbHuLe
uM. B.B. KyiibbiweBa (HbiHe Mopoackas MapunHcKas 6onb-
Huua). IMeHHO 3aech pasBepHYIICA BECb M0 XUPYPrUYECKUIA
W OpraHM3auUMoHHbIA TanaHT. OH Hayan pasBuBaThb CHavana
KapAMOXMpYpruo, onepupys BPOXAEHHble U NpuobpeTeH-
Hble MOPOKM CepALa, a 3aTeM ero «KOHbKOM» CTajn one-
pauuy MPX OHKOMOTMYECKUX U TybepKyne3HbIX MOpaXeHNsX
TIETKNX.

B 60-x rogax npownoro ctonetus @etrax Xanumosuy
Bbl HazHayeH rnaBHbIM XuUpyprom JleHnHrpaza u npopabotan
B 3TOW fomkHocTv bonee 20 net. HeopHokpaTtHO M3bupancs
Ha [LO/MKHOCTb MpefcefaTens NPaBAeHUs XUPYPruyecKoro
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Puc. 12. MoHorpadusa ®.X. Kytywwesa «[iuarHoctu-
Ka M NeYeHre OTKPLITOTO apTepuanbHOro NpoToKay,
1962 r.

Fig. 12. Kutushev's monograph «Diagnosis and
treatment of the patent ductus arteriosus», 1962

obwiecta uM. H.W. Muporosa. B Hauane 90-x ropnos, Koraa
3HauMTENBHO YBEIMHMACS MOTOK NOCTPAAABLLUMX C HOXEBBIMM
¥ NyneBbIMM PaHEHUSIMK, B CTeHax B0/bHMLbI OpraHM30BaHo
Moj ero pyKoBOACTBOM OTAENeHWe TpaBMbl FPYAM U KUBOTA,
KoTopoe QyHKuMoHupoBano Ao 2018 r. u cuirpano 6onbLuyto
pofib B JIEYEHUM [LAHHOW KaTeropum naLuueHToB.

®eTTAX XanMMOBMY aKTMBHO BKIIIOUMNICA He TOJIbKO
B MPaKTUYECKYI0, HO W B NPEN0aBaTeNIbCKYI0 JeATENbHOCTD.
TaK, nof ero pyKoBOLCTBOM Obifi0 BbINOSHEHO 27 KaHAM-
[aTCKUX 1 8 JOKTOpPCKMX auccepTaumin. Kpome Toro, oH Bbl-
CTynan B KayecTBe 0(UUManbHOro OMnoHeHTa bonee yem
Ha 450 3awwmTax. MHorve y4yeHUKM BNOCNeACTBUM CTanu U3-
BECTHbIMM xupypramu, cpean Hux I.0. baratypus, 10.A. Cne-
cuBues, J1.[. beusas, LLLK. Ypakuees u ap. [9]. lpocdeccopom
®.X. KytyweBsbiM Obln0 M3naHo 12 MoHorpaduii U nopaaKa
200 TpynoB. 3a CBOK Hay4HY AeATENbHOCTb OH YOOCTOEH
npemun CoBeta Munuctpo CCCP, 3BaHMsA «3acnyeHHbIi
nesTenb Hayku PO» 1 3BaHUA NOYETHOIO Y/leHa Y4eHOro co-
BeTa CI6IMIMA.

OettAX XanuMoBMY He npepbiBan CBA3b C O0MbHULEN
1 By3oM (puc. 13) nocne yxofia Ha MeHcUIo, 4acTo npuesxan,
Bbinl B Kypce BCEX CODBITUI U U3MEHEHWUH, MPOMCXOAALLNX
B UX CTeHax [5].

3AKJTIOYEHUE

Hacnegnwe, Kotopoe ocTaBun nocne cebs @ettax Xanu-
moBuy KyTylueB Henb3s MepeoleHnTb. 3T0 M HOBAaTOPCTBA
B XMPYPriW, U OpraHU3aumus XMpYpruyecKoi NoMoLLy B Me-
ramnonuce, KouM Bcerga bbin Haw ropof, a Takxe bnects-
LLMe Hayu4Hble paboTbl M CO3[1aHHasA UM LLKOJIa XUPYProB, ero
YYEHWUKOB M NnocnefoBaTesnen.




{OEWJIEN

Tom14,N°4,2023

Meavatp

Puc. 13. TMoueTHblin uneH y4eHoro coBeta CaHKT-IleTepbyprckoro rocyfapCTBEHHOTO NeaMaTpUHecKoro MeAMLMHCKOr0 YHUBEpPCUTETa

O.X. Kytywes (cnpaga), 1999 r.

Fig. 13. Honorary member of the Academic Council of the St. Petersburg State Pediatric Medical University F.H. Kutushev

(right), 1999

AOMOJIHUTE/IbHAA UHOOPMALIUA

bnarogapHocT. ABTopbl bnarofapsT 3a NoMoLLb B Hamuca-
HWM CTaTbW 1 NPELOCTABNEHUM INYHBIX MaTepuanos foub DeTtaxa
Xanumosuua npodeccopa Manmmio ®etraxosHy KyTylesy.

Bknap aBTopoB. Bce aBTOpbI BHECNMW CYLLECTBEHHbIN BKNAA
B pa3paboTKy KOHUenuuu, MpoBefeHue MCCnefoBaHWs U MOA-
FOTOBKY CTaTbM, MPOYAM U OL0DOpUNM GUHaNbHY0 Bepcuio nepef
nybnukaument). Jindabii BKNag kaxgoro astopa: J1.B. Llernosa,
J1.10. Aptiox, H.P. KapenuHa, M.[.J1. OnneausaHo — paspaboTka
[Iu3aiHa 0630pa, HanucaHue TeKcTa cTaTby, obllee pefaKTUpoBa-
HWe, nuTepaTypHbii nouck; M.P. Tadmatynun, K.A. TadmatynuHa,
M.0. bycopruHa — obLuee pefaKTUpoBaHue, IMTEPATYPHbIN MOMCK.

UcTouHuk dmHaHcmpoBaHus. ABTopbI 3asBNSHOT 06 OTCYTCTBUM
BHELLHEero GuHaHCMpOBaHWUA Npu NpoBeLEHUN UCCNe0BaHMS.

KoHbnuKT uHTepecoB. ABTOpbI AeKNapupyT OTCYTCTBUE SAB-
HbIX 1 NOTEHUMaNbHBIX KOH(IMKTOB MHTEPECOB, CBSA3aHHBIX C My-
BAMKaLmelt HacTosLLEeN CTaTb.
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