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A.B. KazaHuesa?, E.B. AHy¢ppueBa2, B.C. MywkKosa?

1 YpanbCKuit rocy1apcTBEHHbIN MeAULIMHCKUIA YHUBEPCUTET, EKaTepuHBypr, Poccuiickasa degepalius
2 YpanbCKuUil MHCTUTYT yNpaBieHus 3apaBooxpaHeHmnem uM. A.B. BnoxuHa, Ekatepun6ypr, Poccuitckas
depepauyms

Pa3Butue cuctemMbl OKa3aHuUs
MeAULUHCKOU NOMOLLHU
HecoBepLeHHoNeTHUM B Poccuu

KoHTaKTHas nHopmauus:

KasaHueBa AHHa BnagnmmpoBHa, CTaplumii npenofasatenb Kadeapbl 061EeCTBEHHOIO 340P0Bbs U 3APaBOOXPaHEHNS YPanbCKOro rocyAapCTBEHHOIO
MEeAMLMHCKOro YHUBEpCUTETa

Anpec: 620028, EkatepuHbypr, yn. PenuHa, a. 3, e-mail: kazantseva.anna.net@gmail.com

Cratbfl noctynuna: 16.02.2025, npuHaTta K neyatu: 16.04.2025

OxpaHa 340p0Bbs AE€TEN M NOAPOCTKOB ABASETCA MPUOPUTETHLIM HarpaBIeHMEM rocyAapCTBEHHOM MOAUTHMKN B Poccuu.
SppeKTBHas cnctema oKalaHms MeAULMHCKON MOMOLUM HECOBEPLUEHHOETHUM MUIpaeT KIYeBylo poJb B obecreye-
HUKM uX 6aarononyqusi, NpopuiakTMKke 3abosieBaHUi n GopMUpPoBaHUM 310P0BOro rnokoaeHus. 3a nepuog XIX—XXl BB.
B Poccun npomn3oLwnn 3HaqynTeslbHble M3MEHEHUS] B OpraHu3aunn MeauLMHCKON NOMOLUM AETAM, BK/IOYas COBEpPLUEH-
CTBOBaHMEe U pas3BUTUE CrELMaIN3MpPoBaHHbIX MEANLMHCKUX yupexaeHnn. Ocoboe BHUMaHWe yaensieTcs oxpaHe 340-
poBbs 06y4atoLmxcs n paboTaloLlmnx JeTer U NoAPOCTKOB. [JaHHOe HanpaBieHne B paMKaXx CUCTEMbI 34paBO0XPaHeHMs
B LesIOM MpeTepnesio MHOXECTBO KPUTUHECKUX U3MEHEHMI B CBOEM pas3BUTUMU. B obnactn okasaHMs MeANLMHCKOMN
MOMOLUYM HECOBEPLIEHHONETHUM, HECMOTPS Ha MHOIOJIETHIOK PaboTy U BHYLUUTENbHbIE MOANUKALNN, Ha CErOAHSLHNUA
AeHb pa3paboTKa cuCcTeEMbl MEANLMHCKOIO obecrneqyeHns nogpoCTKOB, MPOX0AsLMX 06y4eHUe B OpraHM3aLnsx cpeqHero
npogeccroHabHOro obpa3oBaHus, U paboTalolnX HECOBEPLIEHHONETHNX He 3aBepLlieHa. OKOHYaTe/lbHoe ee GopMu-
poBaHWe ABNAETCS MPUOPUTETHLIM HanpaBieHUeM B CUCTEME 34paBOOXpaHEeHUs, BeAb 340P0BbE MOJIOAOro noKoJje-
HMs — 6yayliee CTpaHsbl.

Knro4yeBble cnoBa: 34paBooxpaHeHne, HeCOBEPLUEHHONETHME, MOAPOCTKM, MEAMLMHCKas MOMOLb, neguatpus, Poccus

Ansa yntnpoBaHuns: KasaHuesa A.B., AHydpuesa E.B., Mywkosa B.C. PasButue cuctembl 0KadaHMs MeAULMHCKON MOMOLLM
HecoBepLlUeHHoNeTHUM B Poccuun. Bonpockl coBpemeHHou negnatpun. 2025;24(2):62-68.
doi: https://doi.org/10.15690/vsp.v24i2.2900

B pa3Butnm cuctembl 3apaBooxpaHeHns Poccun ocoboe
BHMMaHWe yaenseTcs Bonpocam COBEpPLIEHCTBOBAHNUSA CUCTe-
Mbl OXPaHbl 340POBbS NALMEHTOB NeanMaTprU4ecKoro npoodu-
na. Ha npotaxeHnn 6onee ogHOro ctonetms GpopMmpoBanoch
obecneyeHne MeauLIMHCKOM MOMOLM AETAM M MOAPOCTKaM,
rpaMoTHOE B3aWMOAENCTBUE MEXKIY Pa3/IMyHbIMU OpraH13a-

LUMSMKM (LUKOaMK, NMPOdPECCUOHANBbHO-TEXHUHECKUMW YYUNINU-
wamu (MTY), MmecToM paboTbl) U MEAULMHCKUMU YUpEXAEHN-
MK, BblAeNEHNe B OTAe/bHOE 3BEHO Bpadva-negnatpa. Bece
nepeyucneHHoe 6bl10 6bl HEBO3MOXHbBIM 6€3 PEKOHCTPYK-
TMBHOIO aHanuW3a WCTOPUWM Pa3BUTUS OKa3aHUs MeAWLMH-
CKOM NOMOLLM HECOBEPLIEHHONETHMM B Poccuu.
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Llenbto nccnepgoBaHus ABASNOCL BOCCTAHOBAEHME XPOHO-
NIornn cobbITni, CBA3aHHbIX ¢ GOPMUPOBAHUEM U Pa3BUTUEM
CUCTEMbI OKa3aHWS MEeWLIMHCKOW MOMOLLM HECOBEpPLLEH-
HoNeTHMM B Poccuu, a TakKe NpoBeAeHWe MCTOPUYECKOro
aHanM3a 3TanoB CTAHOB/EHMSA CNYXKObl OXpaHbl 340POBbS
nauneHToB neamMaTpuyeckoro npoduns.

CtaTbsl OCHOBaHa Ha MCTOPMYECKMX 3aMeTKaX, Hay4HbIX
ny6nvKaumsax, AOKYMEHTax roCyAapCTBEHHOro apxvBa, CBU-
OETENbCTBAX, @ TaKXKe MpuKasax, B OTHOLEHUU MIYyYeHus
KOTOPbIX NPUMEHEH UCTOPUKO-XPOHOOrnyeckuin metoa. Mpo-
aHanuanpoBaHo 39 PycCKOA3bIYHbIX MCTOYHUKOB, Cpean KOTo-
pbix 24 opurMHanbHble cTaTbM, 1 YctaB, 1 [MocTaHOBNEHUE
CoBHapkoma Poccuiickoin Coetckon deaepaTtnBHoin Coupma-
nuctnyeckon Pecny6nunkm (PCOCP), 9 npmkazoB MuHuUcTep-
CTBa 3apaBooxpaHeHns n 3 defepanbHbiX 3aKoHa.

B AopeBONOLMOHHBIM Mepuoa Ha Tepputopun Poccumn
MeAMLMHCKaa nomolb AETSM B ropojax ocyllecTBAsnach
NPENMYLLECTBEHHO BpavyaMu YacTHOM MPaKTUKK, YTO COOT-
BETCTBOBAJIO NOCTENEHHOMY 060CO6AEHMIO TAKOr0 Hanpas-
NleHns, Kak neguatpus. B ceflbCKOM e MeCTHOCTWU BCHO
MEANLMHCKYIO U NPOTUBO3MMAEMUYECKYIO NMOMOLLb OKa3bl-
BaJl 3eMCKuUK Bpay [1—3], 4TO CONpoBOXKAANOCb OTCYTCTBMU-
€M BO3MOMHOCTU OKa3aHWsi BbICOKOKAYeCTBEHHOW Meau-
LMHCKOM MOMOLWM W, KaK CNeacTBUE, BbICOKOW AETCKOM
CcMepTHOCTbO [4]. OKcnnyatauus Tpyda HEeCOBEPLUEHHO-
NIETHUX MOCNYXKKNa NPUHATUIO NepBoro GabpuUyHOro 3ako-
Ha «O ManoneTtHux, paboTawlmx Ha 3aBogax, GpabpuKax,
MaHydaKTypax» 1 0693blBaHUIO BRagefblLeB NpeanpusaTun
rapaHTMpoBaTb AETAM COBMelleHMe pabodyero npoiecca
(B BO3pacte or 12 o 15 net) ¢ BO3MOXKHOCTbIO 06y4e-
Hus. TaK, B nepuoa, Korga 6bi1 NPUHAT AaHHbIM 3aKOH, HM
Ha nNpeanpuaTusix, HW B 06pas30oBaTeNbHbIX OpPraHW3aLum-
AX (HanpuMmep, TaKWMX KakK HW3LMEe peMECNEHHble LWKObI
N PEMECNIEHHbIE yYnnuuia) He Gblo pernameHTMPoOBaHHO-
ro MeauMuMHCKOro conpoBoxaeHus [5]. Ha nepuoa KoHua
XIX cTonetua B PoccuMMCKOM MMNEPUMU HayanoCb pa3BuUTUE
TAKOro HanpaBNeHMs, KaK WKONbHas r’MrmeHa, n 6bi1 OTKPbLIT
nepBbli TMIMEHUYECKUN WHCTUTYT npu KMMnepaTopcKom
MeONLMHCKOM YHUBepcHTeTe [6].

PedopmurpoBaHue cucteMbl opraHm3aumm MeauLMHCKON
NOMOLLM AETAM U NOAPOCTKAM aKTMBHO Ha4yano BHeApPSTbCS
B Nnepuoj CTaHOBNEHUS COBETCKOM BNacTW. Mi3HavanbHO npwu
dopmupoBaHunn CCCP nogpoCTKaMu cYnTanmcb AeTU B BO3-
pacTHOM KaTeropuu oT 12 go 17 neT BKIOYUTENBHO [7].

MHTEHCMBHOE pa3BWTME CETU MEePBUYHOIO 3BeEHA
34paBOOXPaHEHUs MpUNocb Ha nepuog 1922-1930 rr.:
co34aBannCb AETCKMEe KOHCyNbTauuu, AETCKME fedyebHo-
npodunakTMyecKmMe NyHKTbl, OKa3blBaloLiMe NoMoLLb amby-
naTopHOro nNpoduns, U NyHKTbl MO OXpaHe 340POBbS AETeEN
n nogpoctkoB. [Mog KoHew 30-x rr. XX B. 6blI0 HayaTo
npeobpaszoBaHMe MNEPEYNCNEHHbIX YYPEXAEHUN B OETCKUe
NONMUKAMHWKK [8, 9.

Bo BTopon nonoBuHe 1920-x rr., NOMUMO nevyebHOM
LesTENbHOCTU, 0c060€e BHMMaHWE CTano yAaensdaTbCs Ooxpa-
He 3[00pOBbSA AeTen M MpoBedeHUo MNPOodPUNaKTUYECKNX
MeponpuaTun. MeguuMHCKME OCMOTPbI NMPOdUIaKTUYECKO-
ro XapaKTtepa, a TaKe BaKLWHaLWa NpoBOAMINCE B TaKMX
YYpEKAEHMUSAX, KaK WKOMbI, AETCKME AoMa. Ha npeanpuaTmax
JaHHble Mepbl 6blIM HanpaBieHbl Ha TPYAOYCTPOEHHOE
HaceneHue B nnue noapocTtkos [10].

MNMoctaHoBneHne CoBHapkoma PCOCP ot 13 oKTabps
1922 r. npegycMmaTpuBano obecnevyeHne o6s3aTebHbIM
BpayebHbIM OCBUAETENLCTBOBAHUEM PabOYUX-MOAPOCT-
KOB B BO3pacTe [0 18 net c BK/IOYEHUMEM HeobXoaM-
MOCTM TaKOro OCBMWAETENbCTBOBAHWS C NEPUOAMYHOCTbIO
He pexe OoAHOro pasa B rog. MeauuMHCKME OCMOTPbI
NOAPOCTKOB, MPOPECCUOHaNbHble KOHCYAbTaLMKU MpU KX
oT6ope Ans NOCTynneHns B WKony dabprUyHO-3aBOACKOr0
yyeHnyectBa (P3Y) npoBoaunucb B paMKax cneuuanu-
3MPOBAHHbIX MOAPOCTKOBbLIX KabuHeToB. C 3TOr0 MOMEH-
Ta Hapkom3gpaBoMm 6biM 3an0XeHbl OCHOBbLI CO3A4aHusA
neye6HO-NpodUNaKTUYECKMX Noapa3aeneHnin Henocpea-
CTBEHHO NS NpeanpusaTMin, B YMcno paboTHUKOB KOTOPbIX
BXOAMAN NOAPOCTKM [11].

K 1930 r. B ropoAcKux yCnoBusIX aMbBynaTopHO-NOMMU-
KNMHUYECKY0 NOMOLLb MOAPOCTKaM y)e OKa3blBanu AeT-
CKME MONUKIAUHUKKU, OETCKWe OTAEeNeHUs [UChaHcepos,
negmMaTpuyeckme KabuHeTbl OOLWMX MOAMKIMHUK U OETCKUX
nabopaTopHO-NONUKINHMYECKNX aMmbBynaTopui (AJ1MA) [12].
Mepuon 3HaMeHyeTCcs OKOHYaTenbHbIM GOPMUPOBaAHUEM
MoJeNn TeppUTOpHUanbHO-y4acTKOBOro nnaHMpoBaHus [13].
B 3T0 Xe Bpems B CENbCKON MECTHOCTU OTKpbIBANUCh pan-
OHHbIE€ KOHCYNbTaLLMK, CECTPUHCKUE U BpayebHble MeANLMH-
CKMe NMYHKTbI, BpayebHble AeTCKNE KabMHETbl NPU PalOHHbIX
NONIMKNIMHMKAX, OTAENEHUs NpW AWcnaHcepax pasfnyHbIX
ypoBHew [14].

B pamKax OTKpbITUS HOBbIX HanpaBfeHU co3aaBaincCh
MeANLUMHCKME KabuHeTbl B 06pa3oBaTebHblX OpraH13aLm-
ax. Mpyn 3TOM B YyUYPEXAEHUAX pPeann30BbIBaNCS MPUHLMN
aucnaHcepHoro o6cenyxkmMBanus. lNpenogasatenu 1 Bpayu
MEANLMHCKMX LWKOMNbHbIX KaBUHETOB 06a3blBaNUChL Npeao-
CTaBNATb AETCKUM MOAUKAMHMKAM MHGOOPMaLM0 OTHOCK-
TEeNbHO COLManbHbIX U ObITOBbIX YCIOBUI, B KOTOPbIX MPO-
MBan pebeHoK, a TaKKe AaHHble O ero NUTaHuK U pexnme
Tpyda v otabixa [15].

B cooTtBeTCTBMM C NpUKa3om HapoaHoro Komuccapuara
3apaBooxpaHeHnMa CCCP ot 1936 r. cTanuM paclupaTb-
CSl MOMELLEHNA AETCKUX MOSUKIMHMK MOCPEACTBOM MNpo-
BeAeHWa KanuTanbHblX PEMOHTOB, ob6ecrnevyeHuns GuU3no-
TepaneBTUYECKUMU, NabopaTOPHbIMU U PEHTFEHOBCKUMMU
yCcTaHoBKamu [16, 17]. B uensx pasButua 4eaTelbHOCTU Mo
CHUXEHMIO He TONbKO AETCKOW, HO M MOAPOCTKOBOM 3abone-
BaemocTn Hapkomsgpasom CCCP nnaHMpoBanocb OTKPbI-
TMe NOAPOCTKOBbLIX KABMHETOB C BpayebHbIMKM MpueMamu
B [OETCKWUX MONMKAMHMKax [18]. B pamKax NpoBOAMMbIX
pedopMmM AaHHbIN 3Tan MOXKHO CYUTaTb Ha4YanoM BblAeneHus
CaMOCTOSATENbHOM NOAPOCTKOBOW CNYXObl.

K KoHuy 1938 I. KONMYeCcTBO CaMOCTOATENbHbIX AET-
CKMX MOMUKIMHUK BO3POCSO B HECKONbKO pa3 (co 138
B 1928 r. go 297 B 1938 r.), a UX OCHalleHne AOCTOMHO
YCOBEPLIEHCTBOBANOChb. YUCNO BpayebHbIX AO/IKHOCTEN
yBenuuunocb B 4,42 pasa — Ao 3231, a KOIMYECTBO
ambynaTopHbIX NOCEWEHNN AETbMU U NOAPOCTKAMMU YUPEK-
OEeHWn Bcex TMNoB cooTBeTcTBOBaNo 19 479, yto aBnaetcs
5-KpaTHbIM YyBeNMYEHMEM OT M3Ha4vanbHOro 4yucna. Ho
B JaHHOM criydae HapKom3gpaB CTOMIKHYACS C, NoXKanyw,
3aKOHOMEPHOW TPYAHOCTbO — Habnwganncb aeduumt
Bpayen-cneumanncTtoB M OTCYTCTBME pPernaMeHTUpOBaH-
HOr0 B3aMMOAENCTBUS AETCKUX MOMUKIMHUK U o6pa3oBa-
TeNbHbIX OpraHu3aumm.
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U3 nctopumn negnatpumn

B roabl Benukon OteyvectBeHHow BonHbl B CCCP npo-
OO/IKUNOCh obecnevyeHne neanaTpuyeckon cnyxobbl mate-
puanbHOM M KaapoBOW MHpPaCTPyKTypon. Heob6xoanMMocTb
cOo34aHnsa e4MHOro BHEGOIbHUYHOTO 06beANHEHUS — AeT-
CKOW MOJIMK/IMHUKK M KOHCynbTauun, — paboTatowero no
TeppuTopuanbHOMy npuHUMny, 6blla oTMevyeHa B 1943 1.,
HO chepa ero AesTenbHOCTM Kacanacb 00CNyXUBaHUSA OeTen
nvwb B Bo3pacte oT O go 14 net, N0O3TOMy MeauLMHCKasa
nomolb NOAPOCTKaM B 3TOT Nepuoj Hadvana Bo3naraTbcs
Ha NOAPOCTKOBbIE KAGUHETLI NPW NOSIMKIMHUKaxX 1 ambyna-
TOPUSAX NPEanpPUATUNA.

B nepuoa cnegylowero necatunetTus LeaTenbHOCTb
COBETCKOr0 3ApaBoOXpaHeHuns Gblna cocpefoToyeHa Ha
BBEJEHUU CUCTEMbI «€ANUHOro neanaTpar», KOTopblh Obl OKa-
3blBa/l NOMOLLb AETAM C POXKAEHUSA 1 A0 15 neT, ganbHenwem
pa3BUTUM CETU MOAPOCTKOBLIX KABGMHETOB AN MOAPOCTKOB
15-18 net npu B3POC/bIX NOAMKINHUKAX U NPeanpuUaTusx,
rae NoMoLlb OKasbiBanacb 6bl MOAPOCTKOBLIM TepaneBToM,
4YTO M 6bIIO peann3oBaHo.

Pedopma ycoBeplweHCTBOBaAHUS He npowna MUMO
M opraHusaummn paboTbl MEAMLMHCKUX KaBWHETOB B LLUKO-
nax U X B3aMMOAEWUCTBUA C NONMUKIMHUKamMK. B 1954 T.
Oblnu yTBEpPXKAEHbI «MHCTPYKLMS 0 paboTe LWKOAbHOro Bpa-
Yya» (ytBepxkaeHa MwuHsgpasom CCCP 10 wona 1954 r.,
cornacoBaHa ¢ MuwuHnpocBeweHns PCOPCP 30 wuioHA
1954 r.) n «MHCTpyKUuMa o paboTe WKOIbHOW MeaULMH-
CKOM cecTpbl» (yTBepaeHa MuH3gpasom CCCP 14 wuioHs
1954 r.), cornacHo KOTOpbIM LWKOJbHbIM Bpay-TepanesT
WM negvaTp M MeAaMUMHCKas cecTpa COCTosaM B wTate
OeTCKoM 60MbHULbI, NPY 3TOM METOAMYECKOEe PYKOBOA-
CTBO MO BOMpPOCaM T[WUIMeHbl M 3anugemuonorun obec-
neymBanuM COTPYAHWUKM CaHUTaAPHO-3IMUAEMMUONOTUYECKMX
CTaHUM1N.

[n§a yqawmxcs B BbICWUMX U CPpeaHUX o6pa3oBaTesbHbIX
yyYpexaeHnax co3gaBanncb 34PaBMNyHKTbl C YTBEPKAEH-
HbIMW WTaTHbIMU HOpMaTMBamMu. B uensx MeauLMHCKO-
ro COMpPOBOXAEHMS MOAPOCTKOB B Bo3pacte 15-18 ner,
obyvatowmnxeca B TTY, npegycmaTpvMBanoCb BblAeneHue
1 ctaBKkM Bpadva Ha 1500 nogpocTKoB. lMpn 3TOM BbINON-
HeHWe MeToAMYEeCKnX GYHKLMI Bbl10 NnepeaaHo NoapoCTKO-
BblM KabuHeTaMm.

B nepuog 1960-1966 rr. BnepBble Obl1I0 YyNOMSHY-
TO O HeOoB6XOAMMOCTM BblaeNeHWs TaKoro HamnpaBieHus,
KaK npodunaktnka 3abosieBaHUM geten U NoApPOCTKOB,
B AesATeNIbHOCTM Bpayen-negmaTpoB v Mnagwero MeaunumH-
CKOro nepcoHana. Tema ob6ecneyeHuns 340pOBOro A4eTCcTBa
M IOHOLWECTBA Halfa CBOEe OTParKeHWe B UCTOPUYECKOM
OOKyMeHTe oT 16 agekabps 1966 r., aBTopaMn KOTOPOro
ctanu leoprun HectopoBu4 CnepaHCKuW u AnexkcaHap
depopoBuy Typ. B goknagHon 3anmcke o He06X0aMMOCTH
co3gaHusa B CCCP cny»6bl 310p0OBbSA pacTylero AeTCKoro
opraHvamMa neguaTpbl-akageMUKM OTMETUNIM, YTO MNOoAaB-
nqwouiee O60MbLWIMHCTBO AeTer Ha TOT Mnepuon BPEMEHU
SABNSANINCb MPAKTUYECKU 340POBLIMM, MPWU 3ITOM AesTenb-
HOCTb Bpayen-negnatpoB Oblia CoCpefoToYeHa Ha nevye-
HMM natonoruu. Moatomy IH. CnepaHckum n A.P. Typom
OblI0 MPELNOKEHO pa3feNnTb OKalaHWe NOMOLWM AETAM
M NOAPOCTKaM Ha ABa HanpaBieHUs — NpodunaKkTMyeckoe
M KypaTMBHOE, MpW 3TOM MNOBbLICUB 3HAYMMOCTb LIKOJb-
HbIX M OEeTCafOBCKMX Bpayen, a TaKKe BBECTU MOHATUE

«MefcecTpa 340poBbsA». B 3aKNOYUTENbHON 4YacTu [OKY-
MEHTa CBeTMNa OTEeYEeCTBEHHOW neanaTpuu BbICTYNUAM
C NpeanoxeHnem cosgaHns Bcecoo3HOro MHCTUTyTa 340-
poBoro pebeHKa ¥ MNOAPOCTKa, obecrne4ymBalowero npo-
dUNaKTU4ecKne, r’MrmeHnYecKne U KMHUYeCcKne Meponpu-
ATUS B COOTBETCTBUM C OAHOMMEHHbLIMU CceKTopaMu. Kak
UTOr — NojJ PYKOBOACTBOM aKagemuKa PAH AneKkcaHpapa
AnekcaHapoBuya bapaHoBa B 1998 r. nyteM o6beauHe-
HUS WMHcTMTYTa neguvatpum U MHCTUTYTa TUIMEHbl OeTewn
M MOAPOCTKOB O6bl co3gaH Hay4yHbii LleHTp 340poBbS
netevr PAMH [19].

B 1965 r. 6b1/10 NPUHATO pelleHne 0 Co3aaHuu nepuo-
av3aumn Ang OKa3aHus MeAMLMHCKOM MOMOLLM: HOHOLWaM
o7 13 go 16 net n gesywkKam ot 12 go 15 net. Ha nogpocT-
KOBble KabWHeTbl BO3Naranocb BbINOMHEHWE KOMIMJEKca
nevyebHOo-NPodUNaKTUYECKNX MEPOMPUATUI B OTHOLLEHUMU
NoApPOCTKOB, NMPUYEM, YTO HEMANOBAXKHO, HE TONbKO MpPo-
XUBaOWMX MNKM paboTaloWwmx Ha TEPPUTOPUKU, OBCIYKM-
BaeMOW MOJIMKIIMHUKOM, HO M OOYy4YaloWMXCHd B YYpex-
LEHUSX HayvyanbHOro W cpegHero npodeccuoHanbHOro
o6pasoBaHusg (CI0), pacnonoKeHHbIX Ha COOTBETCTBYIO-
wnx Tepputopusx [20].

B 1981 r. 6bianM u3gaHbl npukasdbl MuHsgpasa CCCP
o1 10.04.1981 N¢ 387 [21] u oT 23.09.1981 N¢ 1000
«O Mepax No COBEPLUEHCTBOBAHUIO OopraHM3auuu paboThbl
amMbynaTtopHO-NOIMKIIMHUYECKUX ydYpexaeHunr» [22]. Takke
OblI0 YTBEPKAEHO MOMOXEHWE O Bpaye MOAPOCTKOBOro
KabuWHeTa, ycTaHOBNEHbl KpuUTepun 3POEKTUBHOCTU €ro
paboTbl, B TOM 4MCNe MNPU OKal3aHMM MOMOLLM YyyaliuMm-
csl, OblN 3aKpensieH NopsaoK AUCMaHCEPHOro HabnaeHus
N eXerofHblx NPOPUNaKTUYECKMX OCMOTPOB. BpayebHble
WTaTHble HOPMaTUBbI A1 NOAPOCTKOBbLIX Bpavyen-Tepanes-
TOB OblN yTBEPXKAEHbI NpuMKazom MwuHsgpaBa CCCP ot
11.10.1982 N2 999 B Konmn4yecTBe 1 Bpayva-TepanesBTa Ha
1500 noApOCTKOB, MPOXMBAMOLWMX WMIU MPOXOASALNX O0BY-
YyeHMe Ha TeppuUTopuUM OBCNYKMBAHUA MONUKIUMHUKK [23].
YcTtaHoBNEHbl 6bIIN TaKXe W HopMaTuMBbl Ans denbawep-
CKMUX 3apaBnyHKTOB MTY n TexHnkymoB (no 1 denbawepy
Ha 500 n 800 y4yalwmxcsa COOTBETCTBEHHO).

B 1983 r. cornacHo npukady MuHsgpaBa CCCP N2 60
oT 19.01.1983 6bII0 OpPraHM30BaHO MeAMKO-CaHuTap-
Hoe obecneyeHne noapoctkoB oT 15 go 18 net, pabo-
TaloWMX Ha MPOMbIWAEHHbIX MNPEeAnPUATUNAX, Yydallnxcs
B cucTteMe NpopeccnoHanbHO-TEXHUYECKOTO 06pa3oBaHms
(NTO), TexHWMKymoB, cneuunanbHbiX YYUUL, LWKONbHUKOB
9-10-x KfaccoB cpeaHux oblieobpa3oBaTesibHbIX LWKOJ,
4YTO OCYLLECTBASAIOCH COBMECTHO MEAMUMHCKUMKU Kabu-
HeTamn B o6pas3oBaTe/bHOW OpraHu3auum W/MaM Ha
npeanpusaTMnM M NOAPOCTKOBLIMM KabuWHeTamMu B O6LWMX
1e4e6HO-NPOOUNAKTUYECKUX YUPEKOEHUAX NO TEPPUTOPHU-
aNlbHO-y4aCTKOBOMY NpuHuuny [24].

lnaHoBble exerogHole o06cnegoBaHUs MNOAPOCTKOB,
ABasowmnecs NPoPUNakTM4eCKUMU MEeAULUHCKUMU OCMOT-
pamu, NPOBOAMIUCE COBMECTHO C BpavyaMu MeOULIMHCKUX
KabWMHETOB, TaKXXe OCYLECTBASINCL aHann3 pesynbraTtoB
M pas3paboTKa KOMIMIEKCHbIX MIaHOB ne4ebHO-0340P0BMU-
TeNbHbIX MEPOMPUATUI C NOCNEAYWUM BbIMOJHEHUEM
M y4eToM Mx adpodeKTMBHOCTU. [lepeboneBlune noapoCTKH
noayyYanu HanpasfiEHUS Ha CaHATOPHO-KYPOPTHOE fleveHue,
B NpodunakTopmu.



Bpay noapocTKoBOro KabwHeTa COBMECTHO C BpayoMm
KabuHeTa WMHOEKLUMOHHbIX 3aboneBaHUW obecrnevymnBanu
nposegeHne NpodunakTUYeCKnx MPUBMUBOK Cpeam ydalumxcs
TexHnKymosB, MTY n paboTatoLlmx NoapPOCTKOB. MNapannenbHo
aKTMBHO MPOBOAMIUCH CaHWTaAPHO-NPOCBETUTENbHAs pabo-
Ta, npodeccruoHanbHble KOHCyNbTauun U npodeccuoHanb-
Has opueHTaums cpeam NoapocTKoB. COBMECTHO C Bpayamu
CaHWTaAPHO-3NUAEMUONOTMYECKUX CTaHLMI OCYyLLeCTBAAN-
CSl KOHTPO/b Haj PEXMMOM W YCNOBUSAMMU y4eBHbIX 3aHs-
TMR W Tpyda NOAPOCTKOB Ha MPOM3BOACTBE M B Y4EOHbIX
3aBefeHusx [25].

HecmoTpss Ha pacnpegeneHne 0683aHHOCTEN, YETKUX
npeacTaBAEeHUI OTHOCUTENbHO TOr0, KaKne MMEHHO 3a4auu
MeAMLMHCKOro obecneyeHns cneaoBasno pelatb nogpocT-
KOBbIM Bpayam, He 6bl/10, 4TO 0ODBSACHSANI0 Ha NPaKTUKe daKT
BbIMOJIHEHUSA NOCAEAHUMW HECBOMCTBEHHbIX MM QYHKUMUNA.
YacTb M3 HMX Kacanacb BOMPOCOB 3MNUAEMMONOTMYECKOrO
Haj3opa, counanbHOM 3aluTbl, o6ecneyeHns NPoBeAEHUS
MEANLMHCKUX KOMUCCHI AN BOEHKOMAaTOB.

B 1984 r. BcTynun B cuny npuvkas MuHsgpasa, cogep-
Xalwum MHbopmaumio 0 Mepax Nno AanbHenwemy coBep-
LIEHCTBOBAHMIO OKa3aHWUa MeWKO-CaHWMTapHOW MOMOLLM
CTyAeHTaM BY30B M yyallMMcs B CPefdHMX creunanbHbIX
y4ebHbIX 3aBefeHusax. TakKe O6bln10 npoBeaeHo MHPOP-
MWpOBaHWE 06 YTBEPXKAEHWW MOSOKEHUS OTHOCUTENbHO
FOPOACKMX CTYAEHYECKUX NONUKIMHUK, BpadyebHbIX U denba-
LWWEePCKMX 34PaBMyHKTOB NMpuK By3ax U YYpEXKAEHUsX, ob6ec-
neynBawowmx nonydyeHne CIMO nogpocTtkamu. CornacHo
M34aHHOMY AOKYMEHTY, 34PaBMNyHKT SBASACA CTPYKTYPHbIM
noapasgeneHnemMm TEPPUTOPUASIbBHOW MW CTYAEHYECKOM
MONUKIMHUKKN, KOHTPO/b 3a paboTon ero COTPyAHMKOB BO3-
narancs Ha 3aBeaytoLero NoMKIAMHUKON. Ha paboTHUKOB
34paBnyHKTa Bo3naranancb 0693aHHOCTM NO OpraHM3aumm
npoduIaKTUY4ECKUX OCMOTPOB U AMCNAHCEepPHOro Habnwae-
HUS yYalLMXCsl, CBOEBPEMEHHOIO HanpaBieHUs UX B NOMU-
K/IMHWUKY, KOHTPO/NIb COGNIOAEHUA CaHUTaApPHO-3MUAEMMUO-
NIorMyecKnx TpeboBaHun [26].

B noctcoBeTckue roabl B Poccum 66110 HavaTo pedopmu-
poBaHuWe cny6 oxpaHbl 340POBbS HECOBEPLUEHHONETHUX.
MpuopuTteT npaB pebeHKa pernameHTUpoBasncsa rocygap-
cTBOM B PefiepanbHOM 3aKOHe, rae HecoBepLEHHONETHUMM
NpU3HalTCa nMua 00 OOCTUXEHUS UMW Bo3pacTa 18 ner.
310 006YCNOBWIO U M3MEHEHUS B OpraHu3aLuu OXpaHbl
3[00POBbS AAHHOIMO KOHTMHIEHTa rpaxaaH. ns obecnede-
HUS PACLWMPEHHbIX MO CPAaBHEHUIO C B3POC/bIM HaceneHu-
€M MpaB Ha COXpaHeHWe W YKpenieHue 340pOoBbsA cTana
co3gaBaTbCs HopMaTuBHas 6a3a B chepe 3apaBooxpaHe-
HUS geTen. bbinun BblgeneHbl cneyunanbHble Nnoapa3aeneHums
MEeONLMHCKMX opraHuM3auuin, rage paboTaloT cneunanuncThl,
npowegwmne oby4yeHme nNo oKa3aHnio MeanLMHCKON MOMOLLK
netaMm B Bo3pacTe Ao 18 netT. Ha ¢oHe COoKpalleHUs yuc-
Nna y4pexaeHun oxpaHbl 340POBbS HECOBEPLUEHHONETHUX
UM CTano YAENsTbCA NOBbIWEHHOE BHUMaHWe, 4TO SBASET-
C CNneacTBMEM PE3KOro CHUXKEHWS OO6LLEN poXAaeMoCTu
Ha TOT Nepuoj BpeMeHu [27].

05.05.1999 MwuH3gpaBoM Poccun 6bin yTBEPKAEH
Mpunkas N2 154 «O coBepLEHCTBOBAHWU MeOULMHCKOM
nomMoLLM AeTaSM MOAPOCTKOBOro BO3pacTa», COMrMlacHO KOTo-
pomy cny6a MOAPOCTKOBbLIX TepaneBTOB W3 B3POC/bIX
NOMIMK/IMHWMK MNepeBOAnNachb B [AETCKME YUYPEXAEHMS, 4TO

ABNANOCH LeNblo CO3aHNsA MOAENN €AMHOIO MEAULIMHCKOro
06CNyKMBaHUS HECOBEPLLUEHHONETHMX A0 18 neT.

B CTpyKType OeTCKOM MNONMWKIAWMHWUKKW Oblla OpraHu3o-
BaHa paboTa nogpasjeneHuss No oKal3aHWio MeauLMH-
CKOM MOMOLM AETAM U NMoapocTKamM B 06pa3oBaTe/bHbIX
opraHuzaumsax (8 Tom ymucne Cr0O). Ha o6pa3oBaTesibHble
yypexaeHuns 6bln BO3N0KEHb 06593aHHOCTHU OpraHmM3aumm
MEANLMHCKMUX MYHKTOB MW KabUHETOB, MKW OblIN M3[aHbI
peKomeHgauMnM no MeToAMKE COBEPLIEHCTBOBAHWUS npe-
€MCTBEHHOCTM paboTbl NO OXpaHe 340POBbSA LWKOMbHM-
KOB ¥ CTyAEHTOB MEXAy MeANUMHCKUMKU 1 06pa3oBaTeb-
HbIM y4pexkaeHuamu [28]. Bce 310 nocnyuno Havanom
ANS nporpamMMbl MO COBEPLEHCTBOBAHUIO METOAMYECKOWM
COCTaB/IAOWEN OKa3aHWA MeOWKO-CaHWTapHOM MOMOLLM
NOAPOCTKaM.

B aTOT )Ke nepuog B OENCTBME BCTYNUAM CaHUTaPHO-
3NUAEMMUONOTMYECKME MpaBuia M HOPMATUBHbLIE aKTbl
CaHlrHa 2.4.3.1186-03 o0 caHWTapHO-3aMMAEMMUONOTMYECKUX
TpeboBaHWaX K opraHusauuMm y4ebHO-NPOM3BOACTBEHHOIO
npouecca B o6pasoBartesibHbIX yupexaeHusx [29], cogeprKa-
Lme B cebe TpeboBaHMS K MOMELLEHNIM AN 06y4eHus, NpaK-
TUKM M BCMOMOraTeNbHbIX NoApa3aeneHun, pexmnmy 3aHaTuin
M OpraHuM3aummn MeaumuuHCKOro obecnevyeHuns yd4eHukos. [o
2012 r. Hanbonee pacnpocTpaHeHHbIM BapuaHTOM OKa3a-
HUS MEOMLMHCKOM NOMOLUM CTyAEHTaM SIBASNOCh COo3AaHue
MEeAMLIMHCKMX KaBUHETOB B 06pa30oBaTefibHbIX OpraHn3aLuu-
ax. Bpauu-tepaneBTbl NOAPOCTKOBbLIE M QenbAWepbl UMenu
npaBO OKa3blBaTb MOMOLLb KaK HECOBEPLUEHHONETHUM, TaK
1 B3POCANbIM CTyaeHTam. KOHTpoNb 3a UX AesaTeNbHOCTbIO OCY-
LLECTBAANCA 3aBEAYIOLLMM OTAENEHNEM.

B 2012 r. npousowno O6GHOBMEHWE HOPMaATUBHOWM
6a3bl OKa3aHWs MepPBUYHOIO MELUKO-CaHUTAPHOro Mnpo-
duna nomowM noapocTKam, CBSI3aHHOE C BCTYMJEHUEM
B cuny depepanbHoro 3akoHa N° 323 ot 21.11.2011,
pernaMeHTUpyoWero OCHOBbI OXpaHbl 340POBbS rpak-
faH [30], n npukaszoB MuH3gpaBa Poccuun. TaKKe OKOH-
yaTenbHO O6blIM pa3aeneHbl MOpPsSiAKM OKal3aHus Meau-
LUMHCKOM MOMOLN HEeCOBEPLIEHHONETHUM U B3pPOCbIM
(npnka3s MwuH3gpaBa Poccun ot 16.04.2012 N2 366H,
KOTOPbIV yCTaHaBAMBaN NOPSAOK OKa3aHWs NOMOLLM neau-
atpudeckoro npoounsa [31], npukas MuHsgpaBa Poccuu
oT 21.12.2012 N° 1346H, KOTOpPbIK pernameHTUpoBan
npoBeAeHne MeAULMHCKUMX OCMOTPOB HECOBEpLEHHONET-
HWX, B TOM 4MUC/e NpU NOCTYMIEHUN UX B y4ebHble 3aBe-
nenHus [32] (no3xe 6bl1 OTMEHEH NpuKasoM MuH3apaBa
Poccum ot 10.08.2017 N° 514H, KOTOpbIM ycTaHaBAnBan
nopsiaoK nposeAeHns NPOOUNAKTUYECKMX MEAMLMHCKUX
OCMOTPOB HECOBepPLIEHHONETHUX [33]), Nno3aHee — npuKas
Munsgpasa Poccum ot 07.03.2018 N2 92H, yTBEpANBLUNK
nopsiAoK oOKa3aHUsa NepBUYHON MeAUKO-CaHUTapPHOM NOMO-
wun getam [34]). ng HecoBEpPLIEHHONETHUX B BO3pacTe
[o 17 net BKIWOYUTENbHO Oblia BblaeneHa cneuuanmsan-
poBaHHaa cny)6a, BK/lYalolWas Bce 3Tanbl OKaslaHus
MeaMUMHCKON nomouwu. bbina peopraHu3oBaHa cnyxba
NOAPOCTKOBLIX TepaneBTOB, U BCE HECOBEPLUEHHONETHUE
B Bo3pacTte oT O 0o 17 neT BKAYUTENbHO 3aKpennsanmcb
3a Bpayom-negMaTpomM y4acTKOBbIM, KOTOPbIM Npu opra-
HM3aunK NPoduUNaKTU4ECKMX OCMOTPOB B3anUMOAENCTBYET
C COTPYAHWKaMW MEeAMUMHCKMX KabuHeToB. bbinn ocy-
LLEeCTBJIEHbI OTMEHa AO/IKHOCTEW MOAPOCTKOBLIX Bpayew
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M Ha3Ha4YeHWe B KayecTBe OCHOBHbIX Bpayel MogpOoCTKOB
y4acTKOBbIX NeauaTpoB.

B Ttom e 2012 r. oTeyecTBeHHas cdepa obpas3oBa-
HUS NoaBeprnacb o4yepenHon TpaHchopmauuu. C npuH«-
TveMm ®depepanbHoOro 3akoHa ot 29.12.2012 N? 273-d3
MTY, B KOTOpbIX 06y4anncb NOAPOCTKM Ha 6a3e OCHOBHOIO
obuiero obpasoBaHug (15-17 net), U cpegHue y4yebHble
3aBefeHus, rae nNpoxoannn obydyeHue NpPenmyLecTBEHHO
COBEpPLUEHHONETHME Ha 6a3e cpeaHero obulero obpaso-
BaHUs, 6blnn 06beanHeHbl ogHMM ypoBHem — CI10 [35].
O6pasoBaTte/ibHble OpraHW3auunun, OCylecTBASBLUME NO4-
rOTOBKY Ha [JaHHOM ypoBHe, B 6ofbluen cTeneHu Oblau
nepeBefeHbl B CTaTyC KOMEOXKEN, NPU 3TOM COXPaHUIUCH
M TEeXHWKyMbl. Takas TpaHcdhopmauusa npuBena K cMme-
WEHNIO0 KOHTUHIEeHTa COBEPLUEHHONETHUX O6yyatolmxcs
M NOAPOCTKOB B OA4HMX 06pa3oBaTe/bHbIX OpraHun3auumsx.
Mo npuynHe pasgeneHuss TpeboBaHWMW K Bpayvyam, OKa-
3blBalOWUM MEAMLMHCKYIO MOMOLWb AaHHbIM KaTeropusam
yyalmxca B KonnegkKax, MeAuUMHCKMK KabWHeT coBpe-
MeHHOM obpa3oBaTebHON opraHnsaumn CIrO gomxeH 6bin
COOTBETCTBOBATb TPEGOBAHUSAMMU PA3NYHbIX NOPSAKOB MO
neguatpuyeckomy npoodunio [36—38].

B cBA3M C BblleyKa3aHHbIM UBMEHEHWEM 3aKOHOAATENb-
HbIX TPE6OBaHUI B NepexoaHbli nepuo 6b110 NPEeANOKEHO
paHxunpoBaTb 06pa3oBaTeNbHble OpraHM3auuuM B 3aBU-
CMMOCTM OT MX COOTBETCTBUS KPUTEPUSAM CaHWUTApPHO-3MU-
aemuonornyeckoro 6narononydmns. CoBepLIEHCTBOBANUCH
TaKKe M TEXHONOMMU CaHWTaPHO-TUTMEHNYECKOTO MOHMUTO-
PUHIa y4Yalymxcs, Y4uTbiBaloWeEro COBPEMEHHble MOoKa3a-
Tenu PU3MYEeCKOro pasBUTUSA, 340POBbS U 06pasa KU3HU
HECOBEPLUEHHONIETHUX, BHEAPANOCh NPUMEHEHNE UHDOPMa-
LLMOHHbIX TEXHONOTMI [39].

Takxe B 2000-x rr. B Poccum peannsoBaH onbIT cO3aa-
HUS KIMHWK, APYXECTBEHHbIX K MOMOAEKM, OKa3blBaOWMX
KOHCYNbTaTUBHYIO MEAULMHCKYIO U MCUXONOr0-COoLManbHYto
noMmolLLb, B TOM YMC/e NO BONPOCcam PenpoayKTMBHOIO 340-
poBbs. [In9 OTKPbITUA TaKKUX KIMHUK peann3oBaHO COTPYya-
HWMYECTBO MEAULMHCKMUX, COLManbHbIX U MCUXONOrMYECKUX
CNy»6, npuBnevyeHbl o6pa3oBaTefibHble opraHusauunu
n poautenu ana sBlanmopaencteusa [40]. OTMevaeTcs noso-
¥WUTENbHOE BANSIHWE TAaKOro poja OpraHn3almi B pelleHnn
BOMPOCOB MnponaraHibl OTBETCTBEHHOIO PENPOAYKTUBHO-
ro NoBefeHus, OTBETCTBEHHOIO pPoAMTENbCTBA, BOMPOCOB
no BOBJIeYEHMIO O06pas3oBaTeNibHbIX OpraHM3auun B Mpo-
dunaktnyeckmne nporpammbl. ccnepoBartenu ykasbiBatoT
TaKXXe Ha NONOXWUTeNbHble pe3ynbTaTbl PaboTbl KAMHUK,
HabnogaeMble COOTBETCTBEHHO MoOKa3aTtensaMm npodunak-
TUKM HexenaTenbHon 6epeMeHHOCTM M 3aboneBaHuu,
nepefaBaeMblx MONOBbIM MyTEM, CPEeAM MOJSIOAEHM, 4TO
KOppEenMpyeT CO CHUKEHMUEM KOoSindecTBa aboOPTOB Yy Heco-
BEPLIEHHONETHUX.

Takum o6pasom, couuanbHoe 6naronofiydMe rocyaap-
CTBa Bcerga BK/Yano 3aboTy O 340poBbe M 06paso-
BaHWW HECOBEPLUEHHONETHUX, OCOBEHHO MOAPOCTKOB, HO
B pas3Hble nepuofbl B Poccun nogxofbl K aToOMy pasnuya-
nncb. HeoTbemnemon yacTbio NogaeprkaHusa 6aaronony4ymns
MWU3HW JeTer M NOAPOCTKOB SABASIOTCA AMCNaHcepu3auus
M opraHuM3auus oKa3aHWs 3KCTPEHHOW M MNaHOBOW MeaM-

LLUHCKOM NOMOLLN, pa3BMBaBLLENCH OCOBEHHO MPOrpeccmBs-
Ho B Poccuun B nepmog XIX—XXI BB.

Cuctema 3apaBOOXpaHEHUs npeTeprnena MHOXEeCTBO
KPUTUYECKMX U3MEHEHWW B CBOEM pa3BUTUKM B 06nactu
OKaz3aHWs MeAMLMHCKOW MOMOLWM HecoBepLleHHOoNeT-
HWUM, MpPW 3TOM A0 CWUX MOP He 3aBepleHa pas3paboT-
Ka cucteMbl obecrnevyeHns MOAPOCTKOB, MPOXOASLIMX
obyyeHne B opraHuzaumax Cr0O, n paboTalowmx Heco-
BEPLIEHHONETHUX.

CnegyetT OTMETUTb HaKOM/JEHWe AO0CTAaTOYHOro onbiTa
n chopmmpoBaHne ocHoBaTeNlbHOM 6Ga3bl AaHHbIX 340PO-
Bbecbeperalmnx obpasoBaTtesbHblX, 0340POBUTESbHbIX
TEXHOMOMMIN U METOAOB ANna yyalwuxcs obpasoBaTenbHbIX
opraHusaumu.

K coxaneHuto, BCce TaK e CyLeCcTBYeT psf TPYAHOCTEN,
HanpuMMep KacaloLWMXCa OTCYTCTBMS [aHHbIX O MPUMEHMU-
MOCTW OMblTa OKa3aHWs MEeAULMHCKMX YCnyr B OpraHusa-
umax Cro. CneunduryHble npobaeMbl NOAPOCTKOB, 06y4va-
OWMXCA B OpraHn3aumax cpeaHero npodeccrMoHanbHOro
o6pa3oBaHus, U paboTalolinx MOAPOCTKOB, OCTalTCA 3a
paMKaMn MeAULMHCKON NOMOLLM U TPEBYIOT KOMMIEKCHOIO
MEeXBEeLOMCTBEHHOIO Noaxoaa.
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B ctatbe npeacTaBieHbl pe3ynbTaTbl MCTOPUKO-MEAULIMHCKOIrO UCCAEA0BaHMUs, OTpaKalolme COCTOSIHME MEAMLUMHCKOIo
obecre4yeHus: JETCKOro HacesnieHus r. CMosieHcKa BO BpeMs Bennkorn OTteyecTBeHHOM BOMHbI 1941-1945 rr. B ny6iuKa-
Umun gaHa Hay4Ho 060CHOBaHHas OLeHKa cuTyalmnn B CMOJIEHCKE OTHOCUTE/IbHO MOJI0XKEHNS U COCTOSIHUSI 340P0BbS AETEN,
OCTaBLUMXCS] Ha OKKYNMPOBaHHbIX QalUMCTCKUMMK 3axBaTyMKaMn TEPPUTOPUSX B rodbl Benukon OTe4eCcTBEHHOH BOViHbI,
opraHu3aumnn JETCKOro 3paBooXpaHeHMsl Nocie 0CBOBOXAEHNST OKKYNUMPOBAaHHbIX paioHoB. [1s ocBeleHns npobaemsl
Obl/IN U3YYEHbI MPUKa3bl M NOCTAHOB/IEHMUS MPaBUTENLCTBA, MEAULIMHCKUE OTYETHI, JOKI8AHbIe 3anUCKU 1 Apyrme matepuasbl
locynapctBeHHoro apxua Poccurickon ®enepaimm, focyaapcTBeHHoro apxuBa CMOIEHCKOM 06/1acTH, a TakKe C60PHUKM
JOKYMEHTOB, TPYAbl Y4€HbIX-NeANaTPOB N OPraHN3aTopPOB AETCKOro 34PaBO0XPaHEHUS, IBASBLUMXCA y4aCTHUKaMU 1 CBUAe-
TeISIMK BOUHbI, Ny6AUKaLIMKU NOCTCOBETCKOro nepmoga. lposeaeHHoe nccae[oBaHmne nokasaso, YTo B rofbl OKKynaLyMoHHOro
pexuma (aBryct 1941 — ceHTa6pb 1943 r.) MeanLnHCKas MoMolLLb JETCKOMY HaceneHuo CMoIeHCKa paKTUYECKU He OKa3bl-
Basach. bbl/iM NOTHOCTLIO paspyLUeHbI BCE JOBOEHHbIE y4PEIKAEHNS OXpaHbl MaTEPUHCTBA 1 MageHYecTBa. Bee B1Abl moMo-
LM OCYLLECTBAISAINCH TO/IbKO Ha N1aTHOM ocHoBe. [eTn He obecrneynBaanch NoJIHOLEHHbLIM NUTaHWeM, CTpadanaun oT roaoaa,
60/s1e3HeN. EAMHCTBEHHbIN JETCKMI CTalMOHap CyLlecTBOBa A/ 1Ie4eHUs AeTein, 60/1bHbIX AUpTepuein. AM6Y1aToOpHbIN Mpu-
eM BeJics Bpa4oM-rneamaTpomM B eUHCTBEHHOM ropofcKo 60/ibHULe. KpaliHe r1oxoe cHabxeHne 60/1bHUL b, rpybbie Hapy-
LUEHUST CaHUTapPHO-3MMAEMUOIOMMYECKOrO PEXUMA, PacrpoOCTPaHEHUE TAKEsbIX MHOEKLMOHHbIX 3ab01eBaHUi Ha ¢GoHe
XPOHMYECKOro rosiogaHuns 0CTaB/si/Iv AETIM MaJio HaAexAabl Ha BblXkMBaHue. B psige ne4ebHbIX y4pexxaeHui ropoga pyKamm
Bpayen-n3Bepros AeTn nogsepraanucb UCTA3aHWUAM: MPUHYANTEbHOMY 3abopy /ieTasbHO 60JbLIOI0 KOMYECTBa KPOBH,
MUCMOIb3YEeMOM AJ151 IEYEHNS TMT/IEPOBCKMX cosgaTt v opuuepoB. C KoHua 1943 r., B 1944—-1945 rr. opraHamu 3[paBooxpa-
HeHus 6blna npojenaHa orpoMHas pabota Mo opraHM3aumm MeAULIMHCKOro 06CyXMBaHUS feTel B 0CBOGOXKAEHHbIX pako-
Hax. B pesynbTate, HECMOTPSA Ha TS»Kesble MOCAEACTBMS HEMELKON OKKynaummu, B CMOIEHCKOM U Apyrx 061acTax yAaaoch
n3bexatb 3Ha4YUTEe/IbHbIX MacCOBbIX BCbILIEK AETCKUX MHPEKLMI.

KniodeBbie cnoBa: oxpaHa 340p0Bbs fgeten, r. CMoneHcK, Bennkas OTedyecTBeHHasi BoMHa 1941-1945, netckas 3aboie-
BaeMocCTb, AETCKME 1e4e6HO-MPOPUIAKTUHECKME YIPEKAECHUS, OpraHu3aLmns MeauLMHCKOro 06Cy)KMBaHNs JeTel B pako-
HaxX, 0CBOBOXKAEHHbIX OT HEMELKOH OKKynaLumm

Ansa uymtupoBanus: llep C.A., HaropHasa C.B., lNapeHbkoBa O.P. MeauumMHCKoe obGecnevyeHne [OEeTCKOro HaceneHus
r. CMoneHcKa B rogbl Benukon OteyectBeHHOM BOUHbI (K 80-netuio MNobeasl B Bennkon OTedecTBEHHON BOMHE). Bonpochs!
coBpeMeHHou neguatpun. 2025;24(2):69-75. doi: https://doi.org/10.15690/vsp.v24i2.2891

B 2025 r. Hawa cTpaHa otMme4aeT 80-netne obeabl
Haa HauucTckow [epmanuen. lpuvHUMMaa BO BHMMaHue
BCEMMPHOE UCTOpUYecKoe 3Ha4veHue obeabl COBETCKOro
Hapoaa B Benukon OTteyecTBeHHOM BOMHe, [Mpe3npaeHT
noanucan Ykas «O noArotoBKe M NpoBeAeHUU npa3gHoBa-
Hmna 80-1 rogoBLUMHbI [Mobeabl B Bennkon OteyecTtBEHHOM
BoMHe 1941-1945 ropgos». BoT moyemy aBTOpbl CTaTbM
obpalialoTcs K TeMe OXpaHbl 3[10pOBbSl AETEN B Te Cypo-
Bble rofbl, K TeMe NoABura TPYXXEHWKOB Tbifla, B TOM Yucie
COBETCKUX Bpayein-neamaTpoB, BbINOJHUBLUUX B HEBEPOST-

HO TSXKEeNbIX YCIOBUAX BOEHHOIO JIMXONETbA CBOIO MMaBHYO
3afavy — cbeperkeHne 340POBbS U KU3HN JeTEN.

B ny6nukaumu faHa Hay4HO 060CHOBaHHas Ha npuMmepe
r. CMOfieHCKa OLEeHKa CUTyalMu OTHOCWUTEIbHO MONOMKEHMS
M COCTOSIHWSI 3[10POBbSI AETEN, OCTaBLIMXCH Ha BPEMEHHO
OKKYNMPOBaHHbIX GALIMCTCKUMU 3axXxBaTYMKaMK TEPPUTOPUSX
B roabl Bennkon OTe4ecTBEHHOW BOWMHbI, OpraHu3aumu aeT-
CKOro 34paBOoOXpaHeHUst nocfie 0CBOOGOMAEHUS OKKyNnupo-
BaHHbIX PaOHOB, NMPOAEMOHCTPUPOBAHO PELUIEHUE CNOMKHbIX
npo6nem no oxpaHe 3g0poBbs AeTen (03/]) B BOEHHOE BpeEMS.
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ABTOpblI Ny6AWKaLWKM NPOBEAU UCTOPUKO-MeaMLIMH-
CKOe uccnegoBaHMe, OCHOBAHHOE Ha M3YYeHWU NpuKa-
30B W MOCTAHOBJEHWN MNpPaBUTENbCTBA, MEAMLMHCKMUX
OTYETOB, [OKNAAHbIX 3aMUCOK U APYrMx matepuanos locy-
napctBeHHoro apxuBa Poccuiickon Pepepauunu (FAPD),
f[ocynapctBeHHoro apxuBa CmoneHckon o6nactun (FACO),
a TaKkKe COOPHMKOB AOKYMEHTOB, TPYAOB YYeHbIX-negnaT-
pPOB M OpPraH1M3aToOpOB AETCKOro 3/lpaBOOXPaHEHUs, ABNSB-
LWMXCH YYaCTHUKaMU W CBULETENAMWU BOMWHbI, NyGAMKaLnn
NOCTCOBETCKOro nepuoaa.

AHanuna uccnenoBaHHbIX [JOKYMEHTOB CBWAETENbCTBY-
€T O HEeBOCMOJHWMMOM YpPOHE, MPUYUHEHHOM HEMELIKUMMU
OKKynaHTaMW HaceneHuto Hawen cTpaHbl. Ony6ankoBaHHoOe
13 ceHTa6pa 1945 r. CoobuieHne YpesBbl4anHOM roOCy-
[apCTBEHHOMW KOMMUCCUM MO YCTAaHOBMEHWIO W paccnepno-
BaHWIO 3/I0AEAHUA HALMCTCKON [epMaHUU U ee COIO3HUKOB
«0 maTepmanbHOM yuiep6e, NPUYNHEHHOM HEMELKO-aLLnCT-
CKMMM 3axBaT4MKaMMW T[OCYAaPCTBEHHbIM MNPEeAnpUATUSaM
N y4pexaeHnaM, KoJsixo3am, O6LLIEeCTBEHHbIM OpraHuM3alu-
M ¥ rpaxaaHam CCCP» cBMAOEeTeNnbCTBOBANO O TOM, 4TO
HeMeLKOo-pallMCTCKNUe 3axBaT4MKMU NOJTHOCTbIO USIK HacTUY-
HO pa3spywunnn n coxrnm 1710 ropogoB u 6onee 70 TobiC.
cen v aepeBeHb, NMWKUAKM KpoBa 6onee 25 MIH COBETCKMUX
nogen. BorHa HaHecna KosoccasbHblM yulep6 COBETCKO-
My 34paBOOXpPaHEeHUI0. Ha OKKynupoBaHHOM TeppuTopumn
CoBeTckoro Coto3a HemeLuKOo-QalMCTCKUE 3axBaTyMKM
COXI/IM, NMOMHOCTbIO MM YaCTUYHO Pa3pylnan u pasrpabu-
nn 40 TbiC. NeYeBHbIX YYPEXAEHUN, U3 HUX 6 TbIC. BONbHUL,
N POAWSIbHBIX AOMOB, 33 TbIC. MOJNIMKINHUK, AMUCMAHCEPOB,
ambynaTtopmin, MeAULMHCKME BbiClIME y4ebHble 3aBedeHus
n HUU meamumnHckoro npoduna B JleHnHrpage, CMoneHcke,
BopoHerke, XapbkoBe, Knese, [IHENPONETPOBCKE U APYrmx

COBETCKMX ropogax, YHUYTOXuAn 60 XMMHUKO-papmaKoso-
TMYECKUX U MEAMKO-UHCTPYMEHTaNbHbIX npeanpuatun [1].
M3 976 caHaTopveB Haubonee nocTtpagann CaHaTOPHO-
030POBUTENIbHbIE YYPEXKAEHMS, pacnonoXKeHHble B Kpbimy,
KaBKa3ckunx MuHepanbHbix Boaax, Oaecce. dalinctbl HaHec-
SN TSHKENbIA YPOH AETCKOMY 03[40POBWTENbHOMY MUOHEPCKO-
My narepto «ApTeK», LETCKUM caHaTopuaM BO Bcecoto3How
[LeTCKow 34paBHuLUe r. EBnaTtopuu [2].

Hanbonee XKeCTOKMMMU MNPECTYNIEHUAMU TUTNEPOBLIEB
SBASSIMCL [JEeTOYyOUMCTBA Ha OKKYMUPOBAHHbIX TEPPUTOPU-
fX. O 3BEPCKOM YHUYTOXKEHWUWM [eTen B TopbMax, B Kame-
pax MbITOK, KOHLIEHTPALMOHHbIX Narepsix, o NpoBeaeHun
Haj HMMW OMbITOB, O B3ATUKM KPOBM A4NS1 HEMELKKUX conaat
nucana 3amecTuTeNb MWHUCTpa 3apaBooxpaHeHus CCCP
M.A. KospuruHa [3].

B c6opHuKe, onybankoBaHHOM B 1942 r. MHUUMATUB-
HOM Tpynnon MUTUHra B 3allUTy AeTen OT dalMCTCKOro
BapBapcTBa, NpeacTaBeHbl ThiCHYN JOKYMEHTOB M GaKToB
O HEeC/bIXaHHbIX, YYAOBWLHbIX 3/04EAHUAX TUTIEPOBLEB.
Ero wuspgaHuio npeawectBoBan MWTUHI B 3allUTy AeTew
OT ¢alMnCTCKOro BapBapcTBa, cocTosBlmMKca 19 anpens
1942 r. B KonoHHom 3ane [loma Coto30B B MockBe. C60pHUK
3aKaH4yuBancsa obpalleHMemM, B KOTOPOM Bblpakancs npo-
TECT NPOTUB 3BEPCTB M U3AEBATENLCTB HEMELKMX OKKyMNaH-
TOB Haj XeHlMHaMmn u aetbMu. lNoa obpalleHnem cneao-
Bano 500 noanucen y4acTHMKOB MUTUHra [4]. MNpuBoanum 13
yKa3aHHOro c60pHUKa Hanbonee TparnyHble dakTbl, Npea-
CTaBJ/IEHHbIE CBUAETENSAMMU U O4EBUALLAMU.

«15 gekabps 1941 r. npubbiBLUME B cesio BTopoe [11ocKoe
Kypckori obnactv alluncTbl MPOU3BENN MOAXKOI, B pe3y/ibraTte
KOTOpOro B cesne coxyeHo 70 xaT. B a10T »Ke ageHb 6bina
3BEpPCKM nctpebnieHa cembs 3 6 yenoBek luratesa lleTpa.
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Camoro lNetpa u ero »xeHy Onbry, UMEBILLYIO Ha pyKax AUTS
B BO3pacTe 04HOro Mecsiya, pactep3asv Ha rnal3ax BCero
HaceneHus. [locne aToro HeMeLKUe n3Bepru, Npuas B xaty
lurateBa, paccTpensim ero TpPoux AeTen 1 NoAOXKIIM XaTy.
Bcero B cene 6b10 pacctpenisiHo 100 yenoBek, cpean HUX
JKEHLUMHbI n AeTn» [5].

«8 aHBaps 1942 r. B cene CamcoHoBKa COJIHLEBCKOIO
pavioHa KypcKou obnactn HemMeuKUMWU OpAaMUu COMKEHO
AoTna, pa3rpabieHo, YHUHTOIKEHO U NpeaaHo OrHIo BCe, 4To
661710 MOXKHO. CaMble MpayvHble BpeEMEHA B UCTOPUU YEsI0BE-
4YecTBa He 3HaloT NNogob6HbIX 3BePCTB. BOT oguH U3 MHOrmx
¢akToB: [paxagaHka CuHsieBa T.A., 30 neT, 6bin1a Bbi6POLIEHA
M3 HegoropeBluen u3bbl M npucTpesieHa. [Boe ee geten —
ogHomy 7 mecsiyeB, gpyromy 3 roga — 3aMep3/u BO3Jjie
Tpyna matepm» [5].

«B pepeBHe bacmakoBO [MHKOBCKOro pasioHa Cmo-
JIEHCKOM 06/1aCTh B MepBbIi XKe AEHb QaluNCTCKNe U3Bepru
BbirHann B rnosie 6os1ee 200 LWKOJbHUKOB M LUIKOJIbHUL],
rpmnexaBluMX B JEPEBHIO Ha YOOPKY ypoXKasi, OKPYXUIN MX
M 3BEPCKU rnepecTpessin» [5].

«B ropoge [lonouyke Butebckon o065acTM HeMeLKue
caMoJieTbl AHEM pa3b6oMbuan AeTCKuK caa. ety nrpaam Ha
naolagxke nepes 3gaHmem. PalimncTbl 3TO MPEKPacHoO Buae-
n. Yéuto 25 pgeten» [5].

«CooblyeHne wu3 Jly)KcKoro paroHa JleHUuHrpagckomn
o6s1acTn. PaluncTbl Havaan 6paTb /151 CBOUX PAHEHbIX KPOBb
y aeten. Y aByxnetHen Haagu, godepu rpaxaaHku Ky3bMUHOM,
KpoBb 6panun 4eTbipe pa3a. XyAeHbkas cTana, npospay-
Hasi Bcsl, nocuHena... lotom ¢alwmnct ckazan Ky3bMUHOM,
4TO BO3bMET Y €€ [04EepPU HEMHOIO KOXWU /1S PaHEHbIX.
06e3ymeBLLUasi OT yXKaca XeHLUMHa MPEAI0OKMIa CBOIO KOXY,
JINLLb Obl cnacTm pebeHka. Ho u3sBepr CrioKoMHO OTBETMII, YTO
eMy Hy)XHa Msrkas, rnagxkas, Kak pesmHa Koxxa. Haato BTa-
WM B KOMHaTy. MicnyraHHbif pebeHoK pbigas. [AByXNeTHIO
[EeBOYKY cTeraam peMmHem... Korga KyabmuHa npuiuna B ceobs,
OHa yBuzena, 4To y ee KPOXOTHOH J0YepU Bbipe3aHO JeCATb
KPY»KOYKOB KOXM. Bcsi crivHa v rpyab 6bl/in UC10/1I0COBaHbI
HOXXOM QalLUCTCKOro 3Beps, UMEeHyemMoro Bpa4yom» [5].

O 3BepcTBax GALIMCTCKUX OKKYMaHTOB CBWAETENbCTBY-
0T paccekpeyeHHble maTtepuansl focyaapcTBeHHOro apxvsa
CmoneHcKon obnactu. lepBbit 60MO0BbLIM yaap 06pyLInacs
Ha CmoneHcK 24 uoHs 1941 1. B Houb ¢ 28 Ha 29 uioHs
B pe3y/nbrate MacCUPOBaHHOMO HaseTa Oblv COPOLLEHbI COTHM
3ayuratenbHblx 60M6, M Lenble yauupbl U KBapTanbl ropoja
cropenv gotna. 16 wona 1941 r. BOMCKa BepmMaxTa 3aHs-
m ropoa. OKKynaumsi CMoneHcKa MnpoaosKanack B TeYeHue
26 mecsueB 1 10 gHen — po 25 ceHTtabpsa 1943 r. Ha 3aHsToN
BparoM Tepputopmn CMoneHcKa 1 o6nactv oKka3anoch 60sbLuoe
YUCNO COBETCKMX PaHEHbIX M 60/bHbIX BOEHHOMNEHHbIX, @ TaKKe
MECTHbIX }WUTENEN 1 BGEKEHLEB C AETbMM (pUC. 1).

Bce coxpaHuBLIMECS B OKKYNMPOBaHHOM ropoe ne4yet-
HO-NPOPUNAKTUYECKME YYPEKAEHUS, KaK AOBOEHHble, TaK
W pasBepHyTble 34eCb B NepBble AHW BOWHbI, GblN B3AThI
HEMELIKOW BOEHHOW agMWHUCTPaAUMEN MNoA CTPOrun KOH-
Tponb. B nydwmx 60/bHULEX U MPUrOPOAHBbIX CaHATOPUSAX
OblIM OpraHn3oBaHbl fle4ebHble y4YperkaeHus ans congat
BepmaxTta. B CmoneHcKe B neproa OKKynaluuu ocTaBaiucCb
Bcero 20 Bpayen, GONbLIMHCTBO M3 KOTOPbIX 3aHMMasUCb
YacTHOWM NMpaKTUKoMn [6, n. 26 06.].

[ns rpakaaHCKOro HaceneHus ropoja OKKynauuoHHble
BN1IAaCTU OCTaBMU/IM COMATUYECKYHO, MHOEKLMOHHYIO U KOXHO-
BEHEPUYECKYO 60/1bHULbI, aMBYNaTOPHIO U TONIbKO OHO AET-
CKOe oTfefieHne npu MHOEKUMOHHON 6onbHUUE. JeTn npu
Heo6x04MMOCTU FOCMUTANM3UMPOBaNUCL BMECTe CO B3POC/bl-
MW. Bonpoc 0 Kakom-n1M60 NOMOLLM AETAM U3 EBPENCKUX UK

Puc. 1. bexeHubl Ha ynuue
OKKYNnMpoBaHHOro CMoneHcKa
Fig. 1. Refugees on the street
of occupied Smolensk

LibIF@aHCKMNX cemen BoobLie
He cTos/, Bce NpeacTaBuTe-
JIN 3TUX HaLMOHaNbHOCTEN
MacCOBO  YHUYTOXKanuCb.
lMonHaa Tparuama MUCTO-
pua CmoneHcka — ybuin-
CTBO dalumcTtaMu Xutenewu
B CaMOM KpPYMNHOM Ha Tep-
PUTOPUM OKKYNMUPOBAHHOWM
PC®CP CmoneHcKkoMm retro
[6, n. 31 06.].

Pycckoe HaceneHve Tak-
e cyuTanocb dawucramu
pPacoBO HEMOHOLEHHbIM MO
CPaBHEHWIO C «UCTUHHLIMM
eBponenLamu» “ MNOTOMY
nognexano oTnpaBKe Ha
NPUHYAUTENbHbIE  PabOThbI
B [epMaHuio nnmn yHUYTOXKE-

— - - » -
HUo. OKKynaHTbl He Wwaau-

McToYHUK: HemblyeHKoB B.,

M HA LETEH, HU KEHWMH. 505517
MnageHueB paccTpennsanm  goyrce: Nemychenkov V.,
Ha pyKax matepedt (puc. 2). 2023 [7].

CoxpaHuniocb  [JOHe-
ceHve oT 4 okTa6psa 1943 r. oT 3aBeaylolero akywep-
CKO-TMHeKonornyecknum otgenenunem MM.U. Kecapea uyneny
YpesBblyanHoM [ocyaapCTBEHHOM KOMMCCMM MO YCTaAHOB-
NIEHWI0 W paccnefoBaHnio 3104efHUI HemeLlKo-balmncT-
CKMX 3aXxBaT4MKOB U UX COOOBLLHWKOB M MPUYUHEHHOIO UMK
yuiep6a rpaxjaHam, Kosixo3am, 06WeCTBEHHbIM OpraH13a-
LUMAM, rocylapCTBEHHbIM MPEANPUATUAM U YHPEKIEHUSM
CCCP (4YI'K) reHepany-nevteHaHTy MeAWLMHCKOM CHyXObl
npodeccopy H.H. BypaeHKko. B OoOKymeHTe yKa3biBanoch,
4YTO MO Pa3pPELIEHUI0 OKKYMaLMOHHbIX BfacTel B Havane
aBrycta 1941 r. B 34aH1K GbIBLUErO NPOTUBOTYOEPKYIES-
HOrO [AucnaHcepa Oblla OTKpblTa ropoackas 60/bHULA,
OCylLLecTBASABLUAS CTaLMOHAPHY0 1 aMbBynaTopHy NOMOLLb
wutenam CMoneHcKa 1 OKPeCTHbIX AepeBeHb. .M. Kecapes
[loKNaabiBan, 4To nevyeHne 60/bHbIX B ropoae 6b1a10 NIaTHbIM
[8]. B cTaunoHape oTCyTCTBOBaANM YCNOBUS AN19 COBNI0AEHMUSA
CaHWUTapPHO-TUTMEHNYECKUX HOPM M MPaBWN: OH BCeraa 6bin
NepenosiHeEH, OTMeYaNiUCb CKYYEHHOCTb B MHOMOMECTHbIX
nanartax, CKyaHoe nutaHue. Bce 3To NprBOAMMIO K BbICOKOMY
YPOBHIO MHOEKLMOHHbBIX OCNIOXKHEHUIM 1 CMEPTHOCTU. B cBo-

Puc. 2. Monutea nepea pacctpenom
Fig. 2. Prayer before execution

Era=l, et S

UcTouHKMK: HemblveHKoB B., 2023 [7].
Source: Nemychenkov V., 2023 [7].
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nx nokasanusx .. KecapeB yKasblBan Ha yracatolime
daKTbl 6ec4yenoBe4YHOro noBeaeHns GalIUCTCKUX 3axBaTyu-
KOB M UX MPUCMELWHNKOB, NOCTOAHHbIE YHUXKEHWS NaLMEHTOK
M yrposdy ux xu3Hu. Mo cnosam [.N. KecapeBa, oaHy 13
NaLWeHTOK Ha 7-e CYTKM nocne poaoB 3abpanun Ha paccTpen
M3 POAWUSILHOIO OTAENEHUSs, Kyaa ee NPMBE3NU U3 TIOPbMbI
rectano co cxsaTkamu. O cyab6e pebeHKa He yroMUHanoch.
Hacunue Hapg eHwunHamu 6bI10 4acTbiM sfBNeHneM. Tak,
O[IHOW M3 ero nauMeHToK cTana 14-neTHasa AeBO4YKa C pas-
pPbIBOM MPOMEXKHOCTH [6, n. 31 06.].

Ha npoTtsxeHun Bcero nepvoga BpemeHu ¢GalmncTCcKoro
peXxMma pacrnpoCTPaHEHHOCTb BEHEPUYECKUX U MHDEKLU-
OHHbIX 3abonieBaHui Npuobpena yrpoxatuwme macwTtabbl.
Ocob6eHHO cTpafjanu aetn. Bo Bpemsa OKKynauuuM Bpavyom-
neguMaTpom ropoackon ambynatopum pa6otan H. bapaHeHko,
OCTaBMBLUMN CBUAETENbCKME MOKa3aHWa mnocne OCBOOGOXK-
neHus ropoaa: «CepgLe cKumanaochb OoT 60U Npu BUAE ITUX
MaJlbiLeH, CTpajaroLmMx OT KECTOKUX YCII0BUI KU3HKU. [leTn
B 60/1bLIOM MpPOLEHTe nornbasan oT rosoga v 3aboseBaHUi.
Oco6eHHO cTpagan AeTH OT MHQEKLMOHHbIX 3ab0o1eBaHUH,
B 4YacTHOCTM OT AngTepun». ONUCbIBas TAKENYIO CUTyaLMIO
C BbICOKOM 3a60/1€BaEMOCTbIO ANdTEPUEN Cpean AETCKOro
HaceneHns CMONeHCKa, OH yYKa3blBal, 4TO B ropoje HeBO3-
MOXHO 6bl10 JOCTaTb NPOTUBOANDTEPUIHYIO CbIBOPOTKY ANS
60/bHbIX AeTen. Korga HECKONbKO [03 CbIBOPOTKWM Bblae-
nanocb Ans MHOEKLUMOHHOro cTauuoHapa, o6e3ymeBluve
OT rops mMatepu 6exanu Ha 6asap, 4ToObl NPoAaTb CBOO
NOCNeHIO BeLLb, KYNUTb S1La, KOTopble OHW 06MeHWBaNu
Ha ne4vyebHY0 CbIBOPOTKY Yy HemMueB. Tak Bbirfisgena «BO3-
MOXHOCTb MOJIy4UTb KBaNMPUUMPOBAHHYID MEAMLIMHCKYIO
NMOMOLLb M Haanexaumm 601bHUYHbIV yxoa» [9].

[etn OoKKynupoBaHHOro CMOMEHCKa HaxOoAWIUCb MoA
yrpo30K elle O4HOW yKacatolen onacHoCTU. [na paHeHbIxX
dalncToB 6blNa Hy}Ha KpPOBb, U HEMELIKMe Bpayu npo-
BOAWMM C 3TOW LEeNbio 6ecyenoBeYHble 3ab0pbl KPOBU He
TO/IbKO Y BOEHHOM/IEHHbIX KpacHOapMeNLUEeB, HO U Y AeTen,
0o6MaHOM MK cunon 3abupast ux M3 goma, U3 MHTepHaTa
WKW WKONbI. [lOKyMeHTanbHOE CBUAETENLCTBO TOMY — MpO-
TOKONT gonpoca MNomolHMKa fekaps Pyponbda Moguuwa,
CNYMBLIETO B BOEHHOM
nasapete N2 551 B Cmo-
NIEHCKe C CceHTa6psa 1941
no anpenb 1943 r. OH
HEOAHOKPATHO JIMYHO NpPO-
BOAMN 3a60p KpoBWU. BoeH-
Hble Bpayu oTAaaBanv npea-
noyTeHMe KpoBu [JeTen
M NOLPOCTKOB, B TOM YuUCne
BOCMUTAHHMKOB  [ETCKMUX
yupexaeHnn. OcobeHHOo
LLEHHOW cyYMTanacb KpPOBb
5-netHux peten. Mpun atom
OAHOMOMEHTHO 6panun no
600-800 Ky6. cM npu HOp-
Me ANns B3POC/oro 4yenose-
Ka C yCWNIEHHbIM MUTaHWEM
He 6onee 350-400 Ky6. cM
Kposwu [10].

YpesBbl4aHO TPYAHLIM
OKa3aNocb MONOXeHWe [eT-
CKMX JOMOB, KOTOpble He
ycnenu 3BaKyuMpoBaTbcH.
Tonbko 6Gnarogaps HEMMO-

Puc. 3. [letv CMOneHWmHbI,
ocTaBlmMecs 6e3 poauTenen,
1943r.

Fig. 3. Children of Smolensk
region left without parents,
1943

McTo4YHMK: HemblyeHKoB B.,

2023 [7].
Source: Nemychenkov V., BEPHbIM YCUITUAM OCTaB-
2023 [7]. LLIMXCA COTPYAHWUKOB OHU

npoaoMmKanu cyuectsoBatb. 3a nNepuos OKKynauuuM B AHO-
lWeHCKoM aeTtaoMe byxaHOBCKOro cenbcoseta BszeMcKoro
panoHa CMO/IEHCKOM 061acTu paccTpensnu, 3aMyyiunnu, ymo-
punu ronogom 113 netew, ewe 70 pa3bpenmcb No COCEAHUM
cenam [11]. eTtckui gom B cene Cox, No CBUAETENbCTBY €ro
3aBepyoulen A.N. CepreeBon, 6bin opraHndoBaH 15 uvioHA
1942 1. OKKynalWOHHble BnacTu YCTaHOBWUIW MU3EPHblE
HOPMbl Bblgayn MPOAYKTOB AN AETAOMa, HO HaydalbHWK
CmoneHckoro paloHa J1.H. BubrkoB genan Bce BO3MOXKHOE,
4yTO6bl AEeTU He ronodanu. [pu OTCTyNNeHUn B CeHTAbpe
1943 r. rMTnepoBLbl FOTOBUIUCH YHUUTOXWUTb BCEX AETEW,
N TONIbKO ObICTPOE 0CBOGOXKAEHUE TEPPUTOPUN COBETCKUMM
BOMCKaMM COXPaHW/IO UM XKU3HU [8].

C nepBbix AHEN OKKynauun B CMoNeHCKe Havyan 4encTBo-
BaTb NpMKa3 06 06513aTenbHOM TPYAOBOM NMOBMHHOCTU Hace-
NIeHUS 3axBayeHHbIx Tepputopuin. Ha 6upke Tpyaa B 0653a-
TeNbHOM MOpPSAKE PErucTpupoBannCh BCE XUTEAU ropoaa,
B TOM 4ucrie oHowKn ¢ 16 neTt, aeBywkn ¢ 17 net. Ho cpeaum
HanpaBAsSeMbIX Ha MNPUHYyAWUTENbHbIE PaboTbl OblIM AaXke
netn 12-netHero Bo3pacTta. ety M NoAPOCTKM BbIMNOAHANMN
HEenocunbHO TsXKenble PaboThbl, U HaKa3blBaAn MX HapaBHe
CO B3pPOC/bIMU. Tex, KTO He 6bi1 cnocobeH BbIMTU Ha pabo-
Ty Yepe3 3 AHg, pacctpenuBanu [12]. Ana 12-14-neTHux
[eTew, 3aK/No4YeHHbIX B nareps, no4TM He ocTaBanoCh LlaH-
COB OCTaTbCH B XUBbIX [6, /1. 42 06.].

Korga HauucTbl HayanuM MacCoBO YrOHSITb MOJIOAEXb,
HauynHaa ¢ 15-neTHero BO3pacTa, B TPyAoBble nareps
3anagHon EBponbl, MeauuMHCKME PabOoTHWMKMK, MNbiTasCb
noMoYb POAUTENAM AeTel, BblAaBann (GUKTUBHbIE CrnpaB-
KM O HEeU3NeYMmbIX MAN UHOEKLMOHHbIX 60Ne3HsX, 4acTo
LLeHON COOGCTBEHHOW XW3HWM YyKpbiBanu W cbeperanu Tex,
KTO Oblfl MPUroBOPEH HaLUMCTaMKU K YyHUYTOXeHWto. Cpeawn
Takux — npoxusaBlme B CmoneHcke Bpayn CemeHoBa
M MaKkcvMmoBa (MHMUMaANbl B AOKYMEHTE He YyKasaHbl. —
lpum. aBT.) [6, n. 43].

ApxvBHble AOKYMeHTbl YK cBMOETENLCTBYIOT O KOJSIOC-
ca/nbHOM yllepbe — 6onee 61,5 MnH pybnen, HaHECEHHOM
ceTn nevyebHbIx ydpexaeHnn r. CmoneHcKka. B ropoge 6binu
MOJTHOCTbIO MW YAaCTUYHO pa3pylleHbl Bce ne4ebHO-Npodu-
NIAKTUYECKME YYPENKAEHUS OXpaHbl 340pOoBbsa AeTen. [daxe
Te, YTO paboTanu B Nepuoj oKkKynaumu, dallncTbl B3opBanum
W COXINW Npu oTCcTynnexHmm [13].

OTcTynas, rutiepoBLbl MCNONb30BaiM TaKTUKY BbIXK-
YEeHHOW 3eMnun. «CTOHblI paHeHbIX, KPUKU 06e3yMeBLLNX
maTepei, ManoNeTHUX AETEeN CrnieTaanucb ¢ aBTOMaTHbIMMU
o4yepensMu, PaspbIBOM rpaHat M CMEXOM TIMUTAEPOBCKUX
6aHauTOB» (pUC. 3).

CornacHo apx1MBHbIM MaTep1anam, B NepBble AHW OCBO-
60XKAEHUS OT HeMeLKOo-QaWMUCTCKUX OKKyNaHTOB cpasy
e 6bl1 NpoBeaeH MOABOPHbLIM 06X04 C LUEenblo BbigBie-
HUA Hanu4usa aeTen, B pe3ynbTaTe KOTOPOro npu nepsow
pernctpaunu no r. CMoneHcKy BbisBUAK 787 aeTewn, U3 Hux
168 mnageHues Ao 1 roaa. Mocne B3ATUSA Ha yyeT coxpa-
HUBLLMXCS MOMELLEHUI MPUCTYNMUAM K OpraHusauuun aet-
CKUX Ne4yebHO-NpoduIakTUHecKux yypexkaeHnin. C 9 Hos6-
pa 1943 r. Havyana paboTaTb nNepBas ropoackas aeTckas
KoHcynbTauus, B despane 1944 r. — BTopas KOHCynbTaLms
3agHenpoBcKoro panoHa. K 31 aBrycta 1944 r. Konude-
ctBo geten ot O go 14 net paBHAnocb 6059, yncno mna-
neHueB Ao 1 roga — 609; GYHKLUMOHUPOBAO HECKObKO
OETCKUX Ne4ebHO-NPOdUNaKTUYECKUX YydupexaeHun (6es
60/bHUL, M PpOAAOMA), B KOTOPbIX paboTanu 6 neanaTpos,
16 mepacectep. OHKM OCyWeCTBAANM aMOBynaTopHbIe NpU-
€eMbl M NoceleHns Ha AoMYy 60/bHbIX, NAaTPOHAXW rPYAHbIX
OeTen, npoBoaMnn MPUBMBKKM OT OCMbl, AMdTEPUU, BBE-



AeHne MPOTUBOKOPEBbLIX CbIBOPOTOK, CaHMPOCBETPaAGOTY
[14, n. 165-166].

B OKKynupoBaHHbIX painoHax 3ab6oneBaeMoCTb U CMepPT-
HOCTb AeTer 6bln 04eHb BbICOKMMKU. O6 9TOM CBUAETENBCTBY-
0T pesynbTaTtbl 06Cnef0oBaHNa cnelmanbHbiMM Gpuragamu,
HanpaBieHHbIMK LieHTpanbHbIM NeanaTpPUYecKUM MHCTUTY-
Tom Hapkom3gpasa PCPCP yepe3 HECKOJIbKO HeeNb nocne
0CBOGOX/AEHNA rOPOAOB OT HEMELKMX OKKYNaHTOB B MOMOLLb
MECTHbIM OpraHam 34paBooxpaHeHusl. Takne MeanUMHCKMe
O6puragbl Bbledxann B CmoneHcK, Open, BopoHex, Kypck,
Poctos, MaTturopck v gpyrue ropoga [15].

B pacceKpeyeHHbIX apxXMBHbIX MaTepuanax umeetcs
oTYyeT 6puradbl COTPYAHMKOB LleHTpanbHOro Hay4Ho-uccne-
[0BaTENbCKOro NeauaTpuyecKkoro MHCTUTYTa Hapkom3apasa
PCOCP, KomaHaMpOBaHHON B OCBOOGOXAEHHbLIM OT OKKyna-
UM CMOMEHCK ANsi O3HAKOMJIEHUSA U U3YYEHUSI COCTOSHMSA
300p0BbS M GUBNYECKOro pa3BuTus geTten. bpuraga B cocta-
Be CTaplwero Hay4yHoro cotpyaHvka gouexta C.J1. [y6, KaH-
anpaTta mMeduuMHCKMX Hayk 3.A. Pancdenbp u mencectpbl
H.WU. WananuHon pa6oTtana B ropoge ¢ 18 sHBapsa no
4 deBpana 1944 r. 3a ykasaHHblH Nepuoj MeauKun u3
CTONMMUbI NMPOBENU MUccefoBaHMe (GUIUYECKOrOo pPasBUTUS
1900 petert u BpayebHbIN KnnHnyeckuin ocmotp 904 aeten
B Tpex AETCKMX cafax, NATv WKonax, AeTCKOM AoMe WU AeT-
CKOW KOHCYNbTaLKKU. B IOKYMEHTE OTMEYEHO, 4YTO He yaanochb
OCMOTpPETb BCEX [ETEN, He OblIIM MpPenocTaB/ieHbl CTaTUC-
TUYECKME [daHHble OCMOTPOB BCeX yyperaeHun. CornacHo
JaHHbIM apPXMBHOIO AOKYMEHTa, CaHWTapHOe COCTOSHWE
petcaga N2 1 ¢ y4eTOM BOEHHOro BPEMEHM OMUCHLIBAOCh
KaK BMOJIHE YAOBNETBOPUTENLHOE: AETU YUCTble, MUTaHME
fgoctatoyHoe. [leTcag aaxke cofepxan AByX KOpoB, KOTopble
B CpefHeM exeaHeBHO faBanu 5-6 nuTpoB MoNoKa. Yto
KacaeTtcsa getcaga N2 2, B oT4eTe yKa3blBanoCb Ha O4EHb Tec-
HOe MOoMelleHNe, Mano COOTBETCTBOBABLUEE Ha3HAYEHMUIO.
B ogHOM M3 KOMHaT, rae B3BELWMBAM FPYAHbIX AETEN, TaKKe
pa6otan 6yxrantep, pasgeBancs NepcoHan KyxHW, CTOSN0
rpsi3Hoe BeApO, 3aMeHsBLIee OTCYTCTBOBaBlUME B AeTcady
ropwku. He 6bin10 pasgeBanku ang geten. N3-3a otcytcTBus
KpoBaTen 1 packiagywek AeTv 6biv IMWEHbl AHEBHOMO CHa.
B netcagax N2 4 n N2 8 caHMTapHOe COCTOSIHME OTMEeYanoch
KaK ygoBneTBoputenbHoe. BmecTe ¢ TeM, KOMUCCHSA coyna
HefOoCTaTOYHbIM MEAMLIMHCKMUIA Ha30p BO BCEX AeTcadax: He
paboTannM MeacecTpbl, a NMPUKPENeHHble Bpayu pabotanu
TONIbKO B ABYX ydpexaeHusax. [lpn ocMoTpe y yYactu fgeten
MeONKM OBHapPYXMAU NPU3HaKK Ty6epKyne3HOM MHTOKCUKa-
LUMN M SBHO BbIPAXKEHHOrO MaJIOKPOBMKS, a TaKKe YECOTKY,
UMMNETUIO U FeNbMUHTO3bl. HEKOTOPbIE CTaTUCTUYECKUE AaH-

Hble NpeAcTaBieHbl B TabnuLe, B KOTOPOM OTpaxKeHbl coxpa-
HUBLUMECH B OT4eTe pe3ynbraTbl 06cnefoBaHUs AeTel ABYX
[eTcafoB, Tpex WKon 1 getaoma [14, n. 1-2 06.].

[aHHble KOMUCCUKM MO MATU CMOSIEHCKMM LUKONaM MoKa-
3anM, YTO CaHUTapHOE COCTOSIHME YYpEXAEHWUM ocTaBns-
N0 XKenatb Nydlero. 3a UCKIOYEHMEM HayanbHOW LWKOMbI,
B LWKOJIbHbIX Knaccax Obl0 XONOAHO, M AeTU 3aHMManucb
B BepxHen opexge. OTMeYanocb Mnoxoe COCTosHWE 06YyBM
W OAeXnabl, Y MHOMUX AeTen He 6blno HaTenbHOro 6enbs, U3-3a
OTCYTCTBUSI 06YBM HEKOTOPbLIE HE MOTIM PErYNSAPHO NocellaTb
WwKony. B HavanbHOM WwKone KpacHoapmMencKoro panoHa 6biiu
ocMoTpeHbl 188 aeTen, U3 KoTopbix 6% cocTaBnsnu ocnabnex-
Hble AETV C 3aMETHbIMW MPU3HAKaMK Ty6EepPKYNEe3HON UHTOK-
CUKaLMKM M SIBHOTO ManoKpoBus. 26,6% geten nmenun runo-
Tpoduio |-l cteneHn. MucTHas MHBa3usA obHapyeHa y 8%,
4yecoTKa M uMneTuro — y 7%. B wkone N2 1 3 oCMOTPEHHbIX
237 WwKonbHMKoB 3,8% cocTaBnsnun ocnabneHHble AeTn ¢ Npu-
3HaKaMu Ty6epKyne3HON MHTOKCUMKaLIMKN U ABAEHWUSMKU Maso-
KpoBusa, 19% — paetu ¢ runotpoduen |-l cteneHn. HYecotky
BbiaBMAN Y 1,25%, renbMuHTO3bl — Yy 2% paeter. OcMoTp
205 peTten, NpoBOAMUBLLMICA BpavyoM B WKone N2 2, noka-
3aJ1, 4TO y MHOMUX AeTen M3 MIaAlWmxX KNaccoB OGHapPYXKeEHbI
neavKynes, «rpsa3Hoe cCoaepraHue Tena u pacyecol» [14, n. 3].
Mpn atom B WKone paboTana MpUKpenneHHas MmeacecTpa.
CBefeHus no AeTam ¢ TYOMHTOKCUMKaLNEN, MalOKPOBHEM, reflb-
MMWHTO3aM, UMMETUIO U YECOTKOM NpeAcTaBeHbl B TabnuLe.

B oTueTe nogyepKkMBanoch, YTo ocnabneHHbIe AeTU U AETH
NMOHUXEHHOrO0 MNUTaHWA BCTPEYanuUCb MNPEUMYLLECTBEHHO
cpeau WKObHMKOB Maagwunx knaccos go 11-12 net. Bee
[JaHHble, MNosy4eHHble KOMUCCHUEN Npu 06CcnefoBaHnK AeTen,
Obln nepefaHbl 3aBeAyWMM LWKONaMK, MeacecTpaMm uau
Bpayy H.K. bapaHeHKO. 3Ha4yuTeNnbHas 4acTb AeTeN U3 YuC-
Nna ocnabnieHHbIX, UCTOWEHHbIX U 6O0MbHbIX HanpaBAsAIWUCh
Ha KOHCy/NbTauuto B 06nacTHyl0 60nbHULY. MM BblgaBanu
CNpaBKW ANs NonyyYeHns Ty6epKyne3Horo namnka.

B netnome r. CMoneHcKka komuccus ocmotpena 80 aeten
B Bo3pacTte oT 4 go 13 net. CaHuTapHoe cocTosiHue 6bino
NPW3HaHO HeynooBNETBOPUTENbHLIM. M3-3a TEeCHOTbI Nnome-
LWEeHNA WKW ero HepauMoHanbHOIrO WMCMONb30BaHWUS OETU
crnanu No TPoe Ha KPoBaTH, Jaxke B U30AATOpe, rae Haxoau-
NIUCb B6ONbHbIE AETU, HaTeNbHOE 6e/be BbISAEN0 MPA3HbLIM.
N3onatop He otanauBancs. [utaHue 6bIIO BHO HeAoCTa-
TOYHbIM M BECbMa HenpuBneKaTeNbHbIM. M3 AaHHbIX, Npea-
CTaB/ieHHbIX B Tabnuue, cnegyet, 4TO U3 BCEX OCMOTPEHHbIX
yYypexaeHui B 4eTAoMe OTMeYanuCh Hanxyalne nokasartenu.

[leTckast KOHCyNbTaums cogepxanacb B yuctote. Bpauu
W CecTpbl No KBannMdrKaLmmM COOTBETCTBOBAIM CBOEMY Ha3Ha-

Ta6nuua. CtaTUcTMyecKkue faHHble o6cneaoBaHns AeTen ABYX AeTCcafoB, TPeEX WKon u aetaoma r. CmoneHcka B dpeBpane 1944 r.

Table. Statistical data of children examination from two kindergartens, three schools, and orphanage in Smolensk in February 1944

Yucno peten Yucno peten Yucno peten Yucno peten
C TYGMHTOKCUKaLuen c runotpodpuen C rMIUCTHON C 4eCOTKOM
HeTckoe yupexnaeHue U aHemuen I-1l crenenu WHBa3uen ¥ UMMNETUro
AGc. % AGc. % A6c. % AGc. %
[Oetcag N2 1 (yn. Kpynckown) 13 16 19 24 HeT JaHHbIX - HEeT JaHHbIX -
[Hetcan N2 2 (Co6opHas nn.) 10 16 15 24 HEeT JaHHbIX - HEeT AaHHbIX -
LLKkona Haqanvaaﬂ § 12 6 50 26,6 15 8 13 7
KpacHoapmeicKoro paioHa
LLikona N2 1 (PaTt4yeBKa) 9 3,8 46 19 5 2 3 1,25
LLIkona HavanbHas Ne 2 12 5 51 25 17 8,3 7 34
Hetoom r. CMoneHcKa 13 16,3 23 30 6 7,5 23 29
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YEeHUI; MNPOBOAMACH CUCTEMATUYECKUM MEACECTPUHCKMNI
naTpoHax aeTter. OAHAKO B KOHCynbTalLMK OTCYTCTBOBaM
OTAeNbHbIE KaBWHETLI A4/19 OCMOTpa AeTen, OCMOTPbI MPOBO-
OUNUCb B OHOW 0bOulern KomHaTte. bonbluM HeaocTaTKom
B paboTe ABASNOCb OTCYTCTBME BecoB. Heob6xoanMMo 6bi10
YCKOPUTb OTKPbITUE MONOYHOM KyXHW. OCMOTPEH TO/NbKO
31 pebeHoK fcenbHOro Bo3pacra. B ropose He paboTtanu Hu
oaHu acnu [14, n. 3-4].

Komucens negmaTtpuyeckoro MHCTUTYTa cocTaBuia KOM-
NAEeKC MPaKTUYECKUX MEPOMPUSATUI, KOTOpble KenaTelbHo
OblI0 NPOBECTU B CBA3WM C BbIIBNEHHbIMWU HeAOCTaTKaMMu:
1) petcagam No BO3MOXKHOCTU AaTb AOMONHWUTENbHOE MUTa-
HWe ocnabneHHbIM AeTsaM; HanaauTb AHEBHOW OTAbIX AETEN;
NPUKPENuUTbL Bpayen K TeM Aetcaam, rae OHW OTCYyTCTBOBaK;
2) WKonam ycunutb 60pbly C NeanKyne3om; No BO3MOXHO-
CTU yNyYWWTb NUTaHWe Ana ocnabneHHbIX AeTen B CTONOBOW;
3) AeTaomy NpUHATbL BCE HEOOXOAMMbIE MEpPbI K Yy4YLIEHWUIO
€ro caHuTapHoro coctosHua [14, n. 4—4 06.].

OueHunBas obliee cocTossHNe MHDEKLMOHHON 3aboneBa-
€eMOCTK cpean Aeten ocBob6OMXAeHHbIXx B 1943 1. paloHoB,
cnegyet NoAYEPKHYTb, YTO, HECMOTPS Ha TsXenble nocnes-
CTBUSI HEMELIKOM OKKyMnauwuu, Haauune psiga Hebnaronpu-
ATHbIX WUAULLHO-ObITOBbIX YCnoBUK, B CMONEHCKE 3Ha4u-
TeNbHbIX MAacCOBbIX BCMbIWEK AETCKUX MHOEKUMM yaanochb
n3bexaTb. AHanorn4yHas cuTyaums otMedanacb B Kypckow,
OpnoBCKOM M ApYyrux OCBOOGOXKAEHHbIX OT HEMELKKOW OKKY-
nauuum obnactsax. 1o 661 NPAMON pe3ynbTaT IQPEKTUBHbBIX
MEepPONpPUATUI, MPOBELEHHbBIX COBETCKUMW OpraHamu Bnactu
M HENOCPeACTBEHHO MEAULIMHCKMMU paboTHMKaMn B 6opbbe
¢ 3a6071eBaeMOCTbIO [JETCKOr0 HacefieHUs OKKYMWPOBaH-
HbIX Tepputopui. OpraHamu 34paBOOXPaHEHMS C KOHLa
1943 r. n B 1944-1945 rr. 6b1a nNpojenaHa OrpomHast
pa6oTa No BO30GHOB/IEHNIO MEAULIMHCKOro 06CyXXUBaHUA
[JeTer B panioHax, OCBOOOMXAEHHbIX OT HEMELKKOW OKKyna-
uMn. Ho 310 6binM NUWb NepBble Wark NMKBUMAALMKU TaXKe-
NbIX NOCNELCTBUIA BapBapCKUX pas3pyeHun, NPUYUHEHHbIX
dawunctamm AeTCKoMy 3apaBooxpaHeHunio [16].

TakvM 06pa3om, B rofbl OKKYNaLMOHHOIO pexnmMa (aBryct
1941 - ceHTa6pb 1943 r.) MeauLMHCKas NoMOLb LeTCKO-
My HaceneHuto CMoneHcKa GaKTMYeCKM He OKalbiBanachb.
BblIM NONHOCTbIO pa3pylleHbl BCe AOBOEHHbIE YYPEKAEHMUS
OXpaHbl MaTEPUHCTBA M MnafgeH4YecTBa. Bce BMAbI MeanLIMH-
CKOM MOMOLLUM OCYyLLECTBNS-
JINCb Ha NNaTHOW OCHOBE.
Xupypruyeckoe craumoHap-
Hoe neyeHue geten 6bi10O
BO3MOXHO JIMlIb B OAHOM
OTAENIeHNN CO B3POC/bIMMU.
Jetn He obecnevynBanucb
MOJIHOLEHHbIM MUTAHUEM,
cTpafanu oT ronoga, 6ones-
Hel. EAMHCTBEHHbIV AETCKUN
CTauMoHap cyuiectBoBan
0N Ne4vyeHus npeumylie-
CTBEHHO AndTEPUU, OfHa-
KO npoTuBoaAndTEPUNHOM
CbIBOPOTKM NPAKTUYECKHU He
6b110. AMOYNaTOpPHbIN MpK-
€M OCYLLECTBASANCS Bpa4yoM-
negMaTpoM B €LUHCTBEH-
HOM rOpPOACKOW 60JbHULE.
KpanHe nnoxoe cHabxe-
HWe 60MbHULbI, ee paboTa
C rpybbiMM HapyweHuamMu
CaHWUTapHO-3aMMAEMUONOT K-

Puc. 4. MNamsATHUK «OnaneHHbIn
LIBETOK», . CMONEHCK

Fig. 4. Monument “Scorched
Flower”, Smolensk

MCTOYHMK: odrLManbHbIn
cant AQMUHUCTpaLMK

r. CmoneHcka [17].

Source: Official website of the
Smolensk administration [17].

4YeCKOro pexuma, 6e3 HeobxoanmMoro o6opya0BaHus, pacnpo-
CTPaHEeHME TKeNbIX MHOEKLMOHHbIX 3a60n1eBaHnn Ha GoHe
XPOHMYECKOr0O rofioAaHus OCTaBAsAIM AETAM Mano Haaex-
[bl Ha BblXWBaHuWe. B psiae nevebHbIX ydpexaeHun ropoja
pyKaMu Bpavyein-u3BeproB AeTU MOABEPranncb UCTA3aHUAM:
NPUHYAMTENBHOMY 3a60py neTanbHO 60MbLIOI0 KoAMYecTBa
KPOBMW, UCMONb3yeMon ANa NleYeHus TUTIEPOBCKUX conpaT
n opuuepos. C KoHua 1943 1. u B 1944-1945 rr. opraHamu
34paBoOXpaHeHns Obla npogenaHa OorpoMHas pabota no
OopraHu3auun MeauLMHCKOro 06CNyXMBaHUS AeTeN B OCBO-
O0XAEHHbIX parioHax. B pe3ynbrate, HECMOTPS Ha TsKenble
NOCNeACcTBMSA HEMELKOM OKKynauuu, B CMONEHCKOM U Apyrux
06nacTax yaanocb n3bexarb 3Ha4YMUTENbHbIX MacCOBbIX BCMbl-
LIEK AETCKUX MHPEKLMN.

B 2005 r. B CmoneHcke B6au3u nnowaaun Mob6eabl,
B [lapke nuoHepoB No WHUUMaTMBE CMONEHCKOW peruno-
HanbHOW opraHuM3auuMn «bbiBWKME ManoneTHUe Y3HUKHK
$alNCTCKMX KOHU/1arepen» ycTaHOBAEeH 0COObIM MaMATHUK
(puc. 4). CmoneHckun ckynbntop A.C. MNapdeHoB HazBan
cBOl0 paboTy «OnaneHHbIN LBeToK». MaMATHUK npeacTaBns-
€T Co60M CKYNbMNTYpHOE M300pParKEHUE MHOXKECTBA XPYMKMX
[IETCKMX TeN, CIMBLUMXCS BMECTE B Liap-LBETOK. oA wapom
noanucaHbl Ha3BaHWs KoHuarepew. CnoBa, HavyepTaHHble
Ha MOCTaMeHTe, — CTPOKM M3 CTUXOTBOPEHWMSI CMOJIEHCKO-
ro noata E.B. WUnbuHa: «[lamMaTb O AETCKUX 3arybieHHbIX
Jylwax — BEYHbI OT3BYK YKECTOKOW BOWHbl». MOHYMEHT
COOpYXeH B namaTtb 0 6e3BMHHO MOrMOLIMX MaNoNeTHUX
y3HMKax dallnCTCKUX narepen [17].
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Opu rMHaJibHad CTaTbs
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HeOloT caxapHoro agmaoerta 1-ro tuna
y Aeteun, nepeHecwux COVID-19:
OAHOMOMEHTHOE uccjsieaoBaHue

KoHTaKTHas nHpopmauus:

MetpsiriknHa EneHa EpumoBHa, BOKTOP MEeAMLIMHCKMUX HayK, 3aBedytollan Kadeapor SHLAOKPUHONOMMKU MHCTUTYTa MaTepuHCTBa U ieTCTBa POCCMICKOro
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O6ocHoBaHue. B nepnog naHgemmm COVID-19 6bina BbiABUHYTa rurnote3a o CBs3n nepeHeceHHon nHpexkuymm SARS-CoV-2
C pa3BuTmem anabetndeckoro Ketoaumaosa (AKA) y naumeHToB ¢ BRepBbie BbisiBAEHHbIM caxapHbiM AnabeTom 1-ro tuna
(CA1). Pe3ynbtaTthl NPOBEPKM 3TOM r1NoTe3bl OCTAKTCS NPOTMBOPEYUBbLIMMU. Ljenb nccnegoBaHuss — M3y4nTb accoLmMaLmio
rnepeHeceHHoro COVID-19 ¢ KimHM4Yeckummn xapaxktepructukamu gebiota CA1 y aeten. Metogbl. B ncciegoBaHme BKIOYa-
N laHHble MEAMLUMHCKON AOKYMEeHTauMu nayneHToB ¢ BrepBble ycTaHoBNEHHbIM CAL, rocnnutain3npoBaHHbIX B epuos
¢ mapta 2020 o mapt 2021 r. OCHOBHyIO rpynmy coctaBuam naymeHTsl ¢ I8G K SARS-CoV-2 = 10 Ea/mn npw noctynie-
HMM B CTalMOHap, KOHTPOJIbHYI0O — nauymeHTbl 6e3 nabopaTtopHbiX rnpmu3HakoB COVID-19. B yucne xapaktepuctuk CA1
PErnCTPUPOBaIN KIMHUYECKYI0 GopMy MaHupecTalmnmn 3aboneBaHus (runeprnmkemus, ketos, [AKA), a Takke TsxecTb KA
Ha OCHOBaHuM 3HavyeHun pH KpoBu (nerkas creneHb — pH = 7,3; cpegHss cTteneHs — 7,1-7,2; Tsaxenas crenexb < 7,1).
Pe3ynbtatbl. OCHOBHYIO rpyry coctaBuan aaHHble 119 aeten, KOHTPoabHYl0O — 320 ¢ BriepBble ycTaHoBAeHHbIM CA1.
loynnbl 66111 conoctTaBUMbl 110 N0Jly U BO3pacTy. B ocHoBHoOM rpynne y 35 (29,4%) nauneHtoB CA1 maHupecTmpoBan
¢ runeprnkemuen, y 41 (34,5%) — c ketosom, y 43 (36,1%) — ¢ AAKA; B KOHTPOJIbHOM rpyrne Takoum Ae6IoT 6bl1 OTMEYEH
y 81 (25,3%), 89 (27,8%) n 150 (46,9%) nauneHToB cooTBeTCTBEHHO (p = 0,127). B ocHoBHOM rpynne KA nerxo# crte-
rnexn 6611y 9 (20,9%), cpeaHen cteneHn — y 24 (55,8%), tsxxenon cteneHn — y 10 (23,3%); B KOHTPOALHOM rpynne —
y 36 (24%), 73 (48,7%) n 41 (27,3%) naymneHTa cooTBeTCTBEHHO (p = 0,747). 3akno4yeHme. lepeHeceHHbirt COVID-19
He accoUMMpPOBaH C KIMHMYECKOM popmoit m TaxecTbio KA npu manngectaymmn CA1L.

Knro4deBbie cnoBa: getn, COVID-19, BrnepBble BbISIBAIEHHbIN caxapHbif guabeT 1-ro tuna, MaHmpectayms, AmabeTnyecKkui
KeToaumaos

Ana yntnpoBaHuns: Jlasapesa A.H., Ptuwes A.HO., BopoHuosa W.I., Pei6knHa W.I., MNMeTpankuHa E.E. [le6ioT caxapHoro
onabeta 1-ro Tvna y geten, nepeHeciumx COVID-19: ogHOMOMEHTHOE MUccnegoBaHue. Bornpockl COBPEMEHHON neguaTpum.
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Type 1 Diabetes Onset in Children after COVID-19:
Cross-Sectional Study

Background. The hypothesis on correlation between SARS-CoV-2 infection and diabetic ketoacidosis (DKA) development in patients with newly
diagnosed type 1 diabetes (T1D) was proposed during the COVID-19 pandemic. The results of testing this hypothesis remain contradictory.
Objective. Aim of the study — to analyse the correlation between COVID-19 and clinical characteristics of T1D onset in children. Methods.
The study included data from the medical records of patients with newly diagnosed T1D and hospitalized from March 2020 to March 2021.
The study group included patients with IgG to SARS-CoV-2 = 10 U/ml at hospital admission, control group — patients with no laboratory
signs of COVID-19. Clinical forms of disease manifestation (hyperglycemia, ketosis, DKA) were recorded among T1D features, as well as
DKA severity according to blood pH levels (mild — pH = 7.3; moderate — pH = 7.1-7.2; severe — pH < 7.1). Results. The study group
included data from 119 children, the control group — 320 with newly established T1D. Both groups were comparable in gender and age.
T1D manifested with hyperglycemia in 35 (29.4%) patients, with ketosis — in 41 (34.5%), with DKA — in 43 (36.1%) in the study group; and
in 81 (25.3%), 89 (27.8%) and 150 (46.9%) patients in the control group, respectively (p = 0.127). DKA was mild in 9 (20.9%), moderate in
24 (55.8%), and severe in 10 (23.3%) patients of study group; and in 36 (24%), 73 (48.7%) and 41 (27.3%) patients in the control group,
respectively (o = 0.747). Conclusion: COVID-19 is not associated with the clinical form and severity of DKA at T1D onset.
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OBOCHOBAHME

Bupyc SARS-CoV-2 xapaKTepuayeTcs TPONUM3MOM K KieT-
KaM OpraHoB 3HAOKPWUHHOWM cuctembl [1, 2], B TOM 4ucne
K B-KneTkam nogxenyaoyHon xenesbl [3, 4]. Mpu MHOUUK-
pPOBaHMM MOCNEAHMX BMPYC WHAYLMPYET MX anonto3 Wau
BbI3bIBAET CHUXEHME MPOAYKLMM WHCYIMHA W, KaK cnej-
CTBME, BbI3bIBAET runeprankemuto [5, 6]. Mocne naHaemuu
COVID-19 6bin0 06HapYyXeHO, YTO NepeHeceHHas MHPeKLMa
SARS-CoV-2 accouumpoBaHa C MaHWdecTaumen caxapHoro
anabeta 1-rotuna (CAL) [7—-9], B TOM yncne Taxenon Gpopmbl —
anabetnyeckoro ketoaumngosa (AKA) [7, 10]. MocneagHee, oaHa-
KO, B pade uccnegoBaHui He 6bi1o noarsepxkaeHo [11, 12].
Mpn 3TOM OTMEYEHO, 4TO MpMYMHaAMKM Takoro aebiota CAL
B Nepuoj naHaeMun Morin 6biTb HeJOCTaTO4HAs OCBEAOMIIEH-
HOCTb MaUMEHTOB O cMMMTOMax 3aboneBaHus [12], oTKnaabl-
BaHWe 06palleHns 3a MeAULMHCKOM MOMOLLbIO M3-3a cTpaxa
3aparkeHus supycom [13, 14] u cobnogeHne peKomeHgaumm
no coumanbHon nsonsumm [15, 16]. MpoTMBOpPEe4YMBOCTb AaHHbIX
0 CBA3M nepeHeceHHon nHdekumm SARS-CoV-2 ¢ MmaHudecTa-
umen C1 aBunacb OCHOBaHMEM A5 MPOBEAEHUS UCCNeaoBa-
HUS, NPEACTaBNEHHOr0 HUXKE.

Llenb uccnepoBaHmna
M3yunTb accoumaumo nepeHeceHHoro COVID-19 ¢ Knu-
HUYECKMMU XapaKTepucTuKamu aebtota CA1 y neten.

METOAbI

Aun3aiiH uccnegoBaHus

lMpoBeaeHo PETPOCNEKTUBHOE OAHOMOMEHTHOE WCChe-
JloBaHue.

YcnoBus npoBegeHus UccieaoBaHus

B nccnegoBaHune BKAOYaNU AaHHble AeTen, roCnUTann3unpo-
BaHHbIX B OTAENEHWS SHAOKPUHONOIMM, peaHUMaLMU U UHTEH-
CMBHOW Tepanuu, a TaKke neguaTpuyeckoe comaTuyecKoe
oTraeneHne MopO30BCKOM [ETCKOM TOPOACKOM KIMHWUYECKOM
60nbHULbI (Mocksa) B nepuog ¢ 01.03.2020 no 01.03.2021.
[laHHble NonyyYeHbl U3 MeAULMHCKOM OKYMEHTALIMN — UCTOPUI
60M1e3HM CTaLMOHapHbIX 60NbHbIX. Bce nabopaTopHble AaHHbIe
ANg nepuoaa uccnefoBaHus noayydeHbl B LleHTpanbHOM KAWHK-
KO-MarHoctuyeckom naéopatopnn Mopo30BCKOM GOSTbHULIbI.

Kputepuu cooTBeTcTBUSA

Kputepun BKaoveHus: 1etv B Bospacte ot 0 go 17 net
BK/IIOYUTENBHO C AMArHo3oM: «BnepBble BbISIB/IEHHbIV caxap-
HbIM avaber 1-ro Tvnar. [aHHble NauMeHTOB, MEPEHECLUNX
COVID-19, BKItoYanM B OCHOBHYIO rpynny, 6e3 UHDEeKunn —
B KOHTpOsbHYto rpynny. MepeHeceHHbin COVID-19 yctaHaBnu-
Ba/v Npu KoHueHTpauum 1gG K SARS-CoV-2 = 10 Eg/mn [17].
B nepuog uccnegosanus (01.03.2020 no 01.03.2021) KoH-
ueHTpaumio 1gG kK SARS-CoV-2 onpefenanv npu nocTynieHnu
pebeHKa B CTaluMOHap KOAMYECTBEHHbIM METOOM Ha aBTO-
MaTU4ECKOM WMMYHOXEMWIIOMUHECLLEHTHOM aHanu3aTope
CL-6000i (Shenzhen Mindray Bio-Medical Electronics Co,
KuTan). Moporosoe 3HavyeHne KoHueHTpauun IgG yctaHOBNEHO
B COOTBETCTBUM C MHCTPYKLMEN K HaGOPy peareHToB, 4YTO Noa-
TBEPXAEHO B psiae nccnegoBarHmi [18—20]. MonoxuTenbHbIv
pesynstat uccnegosaHusa Ha IgG K SARS-CoV-2, cornacHo
MHCTPYKLIMK, YKa3blBaeT Ha «Npeablayllylo Wau HefaBHIo
nHdeKumto». CornacHo 3asBAEHUIO NpoM3BoaMTENS Habopa
peareHToB, 4yBCTBUTE/NbHOCTb MeTofa coctasnasetr 100%,
cneundumyHoctb — 93,4%, aHanuTU4ecKas 4yBCTBUTENb-
HocTb — 1,1 Ea/mn.

Kputepnum HeBK/IIOYEHHUS: OTCYTCTBUE AaHHbIX O KOHLIEH-
Tpauuu 1gG K SARS-CoV-2 1 COVID-19 npu NocTynneHuu B cTa-
unoHap. NMocneaHni anarHocTMpoBanu Npv NoMy4eHUn Nono-
XUTeNbHOro peaynbraTta Tecta Ha PHK Bupyca SARS-CoV-2,
BbIMO/IHEHHOTO METOAOM TMOIMMEPA3HOM LIEMHOM peaK-

UMM C ucnosnb3oBaHMEM Habopa peareHToB «Amnaullpanm
SARS-CoV-2 DUO» (Hekctbuo, Poccust) Ha amnnndukatope
HyKnenHoBbIx Knucnot CFX96 Touch (Bio-Rad, CLUA).

LieneBble noKa3zatenu uccnefoBaHus

OCHOBHOM NoKa3saTeJ/lb HCcc/leOBaHHs

B cooTBeTCTBUM C BpayebHbIM 3aKIlOYEHUEM, YKal3aH-
HbIM B MEAMUMHCKOM [OOKYMEHTalWuu, PerncrpupoBann Tpu
KnMHU4eckne dopmbl gebiota CAL: runepriMkemuio, KeTos,
[OKA. CteneHb Tsxkectn IKA onpeaensnu npu NocTyrnjaeHnn Ha
OCHOBaHWK 3Ha4YeHn pH KpoBwM (Nerkas cteneHb — pH = 7,3;
cpenHas cteneHb — 7,1-7,2; TsKenas crteneHb < 7,1) [21].
NccnepoBaHve pH B nepuoa uccnegoBaHUs NpoBOAWMAM Ha
aHanusartope rasos Kposun ABL80O (Radiometer, aHus).

HAononHuutenbHbIe NOKa3aTenn ucciefoBaHnus

Y4ynuTbiBanu AaHHble 06 YpOBHE MMKWPOBAHHOIO remMo-
rnobuHa, KOHUEHTPaLMK TNIOKO3bl B KanuanspHON KPOBM
n C-nentvaa B BEHO3HOW KPOBU B NEpPBbIE CYTKU B CTaLMO-
Hape, perucTpupoBanu crnydan aeduumnta mMaccbl Tena npu
NMOCTYNNEHNN, @ TaKKEe CYTOYHYIO A03Y MHCYyIMHa Ha 1 Kr
Macchbl Tefla Npu BbINMUCKE M3 CTalMoHapa.

B nepvoa vccneaoBaHUs ypoBeEHb MIMKMPOBAHHOIO remMo-
rnobvHa B BEHO3HOW KPOBM ONpeaensnu Ha aHanusatope
D-10 (BioRad, CLLA) MeToaOM XWAKOCTHOM WMOHOOOGMEHHOWM
XpomaTorpadun BbICOKOro AaBAEHUS, KOHLEHTPALMIO MIOKO-
3bl B KanuINspHOW KPOBM — Ha aHanM3aTope rasoB KpPoBU
ABL8O0O0 (Radiometer, laHus), C-nentnaa B BEHO3HOM KPOBU —
Ha WMMYHOXEMWIOMUHECLIEHTHOM aHanu3aTtope Immulite
2000XPi (Siemens, CLUA). Aedunuut macchl Tena (nporpeccupy-
lolLas noTeps Macchbl Tena — xapaKTepHbIM KMMHUYECKUIK Npu-
3Hak C[1, BAUSET Ha TAXKECTb COCTOSIHUS NaLUMeHTa, oTarouas
MaHubecTaumio) yctaHaBnnsanu npu SDS (standard deviation
score) uHaekca maccol Tena (MMT) < —=2,0 [22]. U3mepeHnue
pocTa U Macchl Tena NaLueHToB NPOBOANIOCH B NEPBbIE CYTKU
NoCTynneHus B ctTaumoHap, pacyet SDS MMT BbINOMHEH B Npo-
rpamme Auxology, Bepcusa 1.0 b17 (Pfizer, CLLIA).

CraTucTMyecKue npoueaypbl

MpuHUMnbI pacyeTta pa3Mmepa BbIGOPKU

HeobxoanMbll 06beM BbIGOPKK UCCnefoBaHWa nNpeasa-
PUTENIbHO HE pacCyUTbIBaIN.

CraTucTnyecKkue MeToabl

AHanM3 JaHHbIX NPOBEeAEH C MCMNOJIb30BaHWEM MakeTa
cTaTucTM4eckux nporpamMm SPSS, Bepcus 27.0 (IBM, CLLA).
OnucaHue KoNMYeCTBEHHbIX MOKa3aTeNlen BbINOSHEHO C yKa-
3aHMeM MeauaHbl (25-1; 75-i nepueHTunn). CpaBHeHWe
rPynmn no KoNMYeCcTBEHHbBIM NOKa3aTensim NpoBeaeHo ¢ Npu-
MeHeHueM t-Kputepus CTblofeHTa AN He3aBUCUMbIX BblOO-
POK, B C/lly4ae Ka4yeCTBEHHOW 3aBUCUMOW NepeMeHHON ans
CpaBHEHUs 4acToT MeXay rpynnamu UCrnonb3oBanu Kpu-
Tepui Xu-KkBagpaTt Uan ToYHbIM TecT Puwepa (MpU oxuaa-
€eMOoK YacToTe HabMAeHUN XOTa Obl B OAHOM f4enKke < 5).
Paznunung cumtanu ctaTMCTUYECKN 3HaYUMbIMK nNpu p < 0,05.

9THUyecKan akcnepTU3a

NccnepoBanne ofobpeHo JTUYECKUM KomuTeToM Mopo-
30BCKOM [OETCKOM TOPOACKOM KAMHMYECKOW 60NbHULbI (Mpo-
Tokon N2 173-1 ot 07.10.2021). MHdopmupoBaHHOEe A06PO-
BOJIbHOE COMNacue Ha UCNob30BaHWe AaHHbIX B Hay4YHbIX Liensx
MOANUCHLIBANN 3aKOHHbIE NPEeACTaBUTENN NALMEHTOB B BO3pac-
Te 0o 15 neT u caMoCToATENTbHO NaLMEHTbl B Bo3pacTe = 15 net
no yctaHoBneHHOMY B MOp0O30BCKOM 60bHMLE 06pasLy npu
nocTynneHun. Bce AaHHble, W3BMEYEHHbIE W3 MEAWLIMHCKOM
OOKYMEHTaLMKW, aHOHMMKU3MPOBanK. [OCTyn K MCXOAHbIM [aH-
HbIM OTFpaHWYeH (MNOJIHbIM AOCTYN K 3TOM MHbOpPMaLWKM UMetoT
TONIbKO YNEeHbl UCCNEA0BATENBCKOMW FPYNMbl).
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PE3Y/IbTATbI

dopmupoBaHue BbIGOPKU UCCNefOBaHUSA

B nepuog nccnepgoBaHns B MOPO30BCKYO 60bHULY Oblnn
rocnutanuManpoBaHbl 6onee 1,5 Toic. geten ¢ CAL, U3 HUX TpeTb
(35%) — ¢ BnepBble ycTaHOBNEHHbIM CA1 (CM. pucyHOK). Konun-
4yecTBeHHOe onpeaeneHve KoHueHTpauuu 1gG K SARS-CoV-2
BbINONHEHO Yy 452 60nbHbIX, U3 4yucna Kotopbix COVID-19
npv rocnutann3auunm AvarHoCTMpoBaH y 13 (NONoXuTenb-
Hbin TecT Ha PHK SARS-CoV-2; uckntoveHbl M3 MccneaoBa-
HuA). MepeHeceHHbln COVID-19 (nonoxwutenbHbln TecT Ha IgG
K SARS-CoV-2) yctaHoBfieH y 119 60/bHbIX (OCHOBHas rpynna),
6e3 COVID-19 B nNpowWwaoM Wau Mnpu rocnutanns3aumu Obinun
320 petewt (KOHTponbHasa rpynna). OCHOBHas M KOHTPOJbHas
rpynnbl 66111 CONOCTaBUMbI MO NOJY U BO3pacTy AeTen (Tabn. 1).

OCHOBHbIEe pe3ynbTaTbl UCCNIEJ0BaHUS

Pacnpenenenune kinHuyeckmnx ¢opm aebiota CA1 B cpaBs-
HMBaEMbIX Fpynnax He pasfauMyanocb (Tabn. 2). Kaxabin
yeTBepTbin 6onbHOM B paebiote CAL1 rocnutanuM3upoBaH
C runepravkemuen, okono 30% — ¢ KeTo30M, MeHee Noso-
BMHbI — ¢ [JKA. PacnpeneneHne 6onbHbiX ¢ AKA B ae6ioTe
CA1 no cTeneHu TAXEeCTU KeToauuao3a B CpaBHMBaEMbIX
rpynnax TakKe He pasnuyanocb. Mpun 3TOM OKOO0 MOSOBK-
Hbl GO/bHbIX rocnuTannanpoBaHbl ¢ [AKA cpeaHen ctenexu
TAXKeCTH, 27% — ¢ TaxensiM KA (cM. Tabn. 2).

[lononHuTeNnbHbIE pe3ynbTaTbhl UCCNEA0BaHUS

[NokazaTenu yrneBoAHOro obmMeHa (40N MUKUPOBaH-
HOro remorno6uHa, KOHLEHTpaunusa rMoKo3bl M C-nentunaa)
npu rocnuTanu3aLnn, a TaKKe CpefHss CyToyHas [ao3a
MHCYMHa Ha 1 Kr maccbl Tefia npu BbIMUCKE U3 CTauuo-
Hapa (4aHHble O ANUTENbHOCTWU rocnuTanu3almm He cobu-
panun) y feten B CpaBHWBaAEMbIX rpynnax He pasnunyanucb
(tabn. 3). lMpun aToM OONA TNMKMPOBAHHOIO remornobuHa
BbllE€ BEPXHEN rpaHuLbl pedepeHCHOro MHTepBana npu
nocTynaeHnn obHapyxkeHa y 118 (99,2%) neteh B OCHOB-
How rpynne ny 317 (99,1%) — B KOHTpOnbHOM (p > 0,999),
runepramkemma —y 116 (97,5%) n 311 (97,2%) (p > 0,999),

Puc. 1. Cxema dopMupoBaHus BbIGOPKK UCCefoBaHKs
Fig. 1. Study sample design

| [etn (BodpacTt 0-17 neT) ¢ CA1 (n = 1585) |

VCKOYEHbI: AeTH C paHee
nm3BectHbiM CA1 (n = 1025)

| [eTtun ¢ BnepBble ycTaHoBAeHHbIM CA1 (n = 560) |

McKntoyeHbl: oTcyTcTBME
[aHHbIX O KOHLeHTpauum 1gG
K SARS-CoV-2 (n = 108)

[etu c BnepBble BbiiBeHHbIM CA1
1 U3BECTHOW KOHLeHTpaumren I1gG kK SARS-CoV-2
npwv NOCTYNNeHUU B cTaumnoHap (n = 452)

McKoYeHbl: nabopaTtopHo
noaTsepXaeHHbIn COVID-19
npu NOCTyMIEHUN
B CTauuoHap (n = 13)

[etn ¢ Bnepsble BbiiBAeHHbIM C[11, AaHHble KOTOPbIX
Obl11 BKJIIOYEHbBI B UccnegoBaHue (n = 439)

Mpumeyanue. CA1 — caxapHbiit anabeT 1-ro Tmna.
Note. T1D (CA1) — type 1 diabetes.

KOHUEHTpauusa C-nentuaa HWKe HUXKHEW rpaHuubl pede-
peHcHoro nHtepsana — y 106 (89,1%) un 304 (95,0%) cooT-
BeTCcTBeHHO (p = 0,026). deduumTt maccel Tena B gebrore
CO1 3zapeructpupoBaH y 16 (13,4%) aeten B OCHOBHOWM
rpynne ny 71 (22,2%) — B KOHTponbHOM (p = 0,041).

OBCYXAEHME

Pe3lome 0CHOBHOro pe3ynbrata ucciefoBaHus

MNepeHeceHHbIn COVID-19 He accouMMPOBaH C KIMHUYE-
cKon dopmow agebtota C1 y aeten, CTENEHbIO BblpaXEHHO-
ctn AKA, cocTosiHMEM yrneBoAaHOro o6mMeHa u 40301 UHCYNN-
Ha, MCNOMIb3YyeMOW AN KOPPEKLUN MUKEMUMN.

OrpaHU4eHusa uccnepoBaHUsA

CornacHo POCCUWCKMM [AaHHbIM, 06Llas CepornpeBaeHT-
HocTb K SARS-CoV-2 cpean aeten B Bo3pacTte 1-17 net (MapT-
asryct 2020 r.) coctaBnsna okono 22% [23], a 3a6oneBaemMocTb
COVID-19 B . MocKkBe cpeav netevt B Bo3pacte 7—14 ner —
0Kono 34% B TOT e nepunoa u 29% B nepuof ¢ ceHTabps 2020 .
no man 2021 r. [24]. [Jonst faeTen ¢ NonoXKUTeNbHbIM pe3ynbra-
ToM TecTa Ha IgG K SARS-CoV-2 B HalleM nccneaoBaHunm 6bina
aHanornyHon (28%). TeM He MeHee, cneflyeT y4uTbiBaTb, YTO
B CBOEM WCCNEAOBaHWM Mbl M3y4anu rocnmTanbHyl0 BblIGOPKY
M3 Yyucna geten, nNpoxkusatowmx B MOCKOBCKOM pervoHe, w3
KOTOPOM K TOMY e OblIM UCKIIIOYEHbI AaHHble 25% 60NbHbIX
(108 no npuyuMHe OTCYTCTBMSA AaHHbIX O KOHUeHTpauuu I1gG
K SARS-CoV-2 n 13 B cBf34 C 1labOpaTOpHO MOATBEPHKAEH-
Hbim COVID-19 npwu noctynnexHuun). Takum ob6pasom, penpe-
3EHTATMBHOCTb BbIGOPKM HACTOSILLErO UCCNeA0BaHUS OCTaeTcs
noA BOMPOCOM. B TO »Ke Bpems COOTHOWEHWe MO BO3pPacTy
B Halew Bbibopke (0—14 net — 87,7%, 15-17 net — 12,3%)
B LLe/IOM COOTBETCTBYET MOMYAALMOHHLIM AaHHbIM: B 2020 T.
82,81 17,2%, 8 2021 1. — 83,1 1 16,9% COOTBETCTBEHHO [25].
PacnpegenerHve 60nbHbIX MO MOAY B HallemM WCCNeAoBaHWU
(56,9%) TakKe COMOCTaBMMO C TaKOBbIM B MOMyASLIMOHHOM
nccnenoBaHum cnydaeB CA1 (54,1%) [26].

CornacHo MHCTPYKLMK K Habopy peareHToB 4asa onpeae-
NeHnsa KoHueHTpauum 1gG K SARS-CoV-2, yposeHb < 10 Eg/mn
HEe MOXEeT MCKIoYMUTb nepeHeceHHbin COVID-19. [dpyrumu
C/loBaMu, NEPEHECTU NHDEKLUMIO MOTIN U AETU KOHTPOSIbHON
rpynnbl (NOXHOOTpULATENbHbIE pe3ynbTaTbl). Kpome Toro,
cneunMdnyHocTb Tecta coctaBnseT 93%, a 3HayuT, y YacTu
neten 6e3 COVID-19 B aHaMHe3e TeCT NOKaXKeT ee Hann4une
(noXHONONOXKKUTENbHBIE pe3ynbraThl). Bce 310 Morno HuBe-
NIMpOBaThb Pas3nynsg cpaBHUMBAEMbIX FPymm.

B HabniogaTenbHbIX UccnefoBaHUaX HEBO3MOXHO cba-
NlaHCUpoBaTb CpaBHUBaEMble Fpynnbl N0 BCEM BMeELIMBalO-
wumcesa daktopam. Mo3TomMy HE UCKIOYEHO, YTO rPyNnbl 6bian
COMOCTaBUMbI MO LENeBbIM MOKalaTensaM WUcciefoBaHus
(KMMHU4YecKkne dopMbl MmaHndectaunn COL v apyrue) TonbKo
MOTOMY, 4TO KOHTPOJIbHASA rpynna oTiM4yanack HalM4yMeM Uan
6onbluen BblpaXEHHOCTbIO (GaKTOPOB, aCCOLMUMPOBAHHbIX
¢ passutvem C[1. B ux 4ucne nepeHeceHHble BMPYCHble
MHbeKummn (BUpychbl Kokcakun [27, 28], BUpYC KpacHyxu [28],
BMPYC repneca, potaBupycbl [27], cTpecc [29], KOPOTKMM
nepuvopa rpyaHoro Bckapmamanus [30, 31], paHHee BBefe-
HWe B pauMOH KopoBbero monoka [30-32] u rmioTeHa [33],
cocTaB MUMKpo6moThl [33, 34], uennakums [33]).

UHTepnpeTauua pe3ynbTatoB UCCI€40BaHUSA

XOpoLo M3BECTHO, YTO MHMEKLMOHHbIE areHTbl acCoLu-
MpoBaHbl ¢ pa3sutnem CA1 [28, 35]. Bo Bpems naHaemum
COVID-19 BnusHWE pasnnyHbIX BUPYCOB Ha MONYALMIO CHU-
3UN0Cb 3@ CYET KapaHTUHHbIX Mep [36]. MNo3atomy u3ydeHune
BWAHUS MMEHHO HOBOro BMpyca Ha MaHudecTaumio CA1
ABNaeTcs akTyanbHbiM. CBA3b COVID-19 ¢ KIMHWYECKMMM
dopmamMn 1 TaKecTblo MaHudectaumm CAL 6bina mn3ydve-
Ha B HECKONMbKMX paboTax. OCHOBHble pe3y/bTaTbl Hallero



Ta6nuua 1. CpaBHUTENbHAS XapaKTEPUCTUKA rpynn UCCNefoBaHMs
Table 1. Comparative characteristics of study groups

0,143
0,177

BoapacT, roabl 10,3(6,9; 13,1)

74 (62,2)

9,2(5,2;12,9)
176 (55,0)

Mon (Myx.), a6c. (%)

lMpumevaHune. OcHoBHas rpynna — et ¢ IgG kK SARS-CoV-2 = 10 Ea/mn npu NocTynieHnn B CTalMoHap nNpu otpuuatensHom tecte Ha PHK
BUpYyCca, KOHTPOJIbHaA rpynna — AeTtu 6e3 nabopaTopHbIX Npu3Hakos COVID-19.

Note. Study group — children with 1gG to SARS-CoV-2 = 10 U/ml at hospital admission with negative test for virus RNA, control group — children
with no laboratory signs of COVID-19.

Ta6nuua 2. KnuHudeckaa MaHndectauma CA1 y feTen B rpynnax uccnefoBaHus
Table 2. Clinical manifestation of T1D in children in both groups

Mnepravkemus 35(29,4) 81 (25,3)

L‘gg;ﬁ;eocﬁ“;%‘;p%; KeTos 41(34,5) 89(27,8) (3%135)
OKA 43(36,1) 150 (46,9)
Nerkas (pH = 7,3) 9(20,9) 36 (24,0)

Taxectb KA, abc. (%)* CpegHsia (pH 7,1-7,2) 24 (55,8) 73(48,7) (g'f7=4;)
Taxenast (pH < 7,1) 10 (23,3) 41 (27,3)

lMpumevaHne. <*> — yacToTa paccyuTaHa ang Yucna 6onbHbix ¢ KA B Kaxkgon rpynne. OcHoBHas rpynna — Aetu, nepeHecwue COVID-19
(I8G K SARS-CoV-2 = 10 Ep npu noctynneHuun B cTaLMoHap npu oTpuuatensHom Tecte Ha PHK Bupyca), KOHTposibHas rpynna — fetn 6e3
nabopaTopHbIx NpuaHakoB COVID-19. CAA1 — caxapHblvi agnabeT 1-ro Tmna; JKA — anabeTnyecknii KeToaunaos.

Note. <*> — frequency was calculated for the number of patients with DKA in every group. Study group — children who had COVID-19
(IgG to SARS-CoV-2 = 10U at hospital admission with negative test for virus RNA), control group — children with no laboratory signs of COVID-19.
T1D (CA1) — type 1 diabetes; DKA (OKA) — diabetic ketoacidosis.

Ta6nuua 3. MoKkasaTenu yrneBoAHOro 06MeHa Npu rocnutanu3aunm, KoNMYeCTBO AHEN NleYeHuns, 403a MHCYNMHA MPU BbIMUCKE W Hanuyue
nebuumnta Macebl Tena y 60/bHbIX C BNepBble BbiaBeHHbIM CA1 B rpynnax uccnefoBaHns

Table 3. Indicators of carbohydrate metabolism during hospitalization, number of treatment days, insulin dosage at discharge, and body
weight deficiency in patients with newly diagnosed T1D in both groups

HbA1c*, % 4,0-6,4 11,7 (10,5; 13,2) 12,0 (10,5; 13,5) 0,391
[NoKo3a KpoBKU*, MMONb/N 3,3-5,5 20,7 (14,3; 25,0) 20,0 (14,8; 27,0) 0,526
C-nenTtug*, nMonb/n 268-1803 113,9(72,1;170,0) 103,0 (61,6; 163,2) 0,117
KonnyecTBo aHen neveHuns — 8,0(7,0; 10,0) 9,0(7,0;11,0) 0,323
[103a UHCYNUHa Npu BbINUCKE, ef/Kr/cyT — 0,7 (0,5;0,9) 0,8(0,5;1,0) 0,124
[eduunt Maccsl Tena, aée. (%) — 16 (13,4) 71(22,2) 0,041
MpumevaHne. <*> — nokasaTeNu KPOBW OnpefensnM Npu MNocTynieHun feted B crauuoHap. OcHoBHas rpynna — petv ¢ IgG

K SARS-CoV-2 = 10 Eg/mn npuy NocTynieHnn B cTalMoHap npu oTpuuatensHom Tecte Ha PHK Bupyca, KoHTponbHas rpynna — et 6e3 nabo-

paTopHbIX Npu3HakoB COVID-19.

Note. <*> — blood levels were determined at hospital admission. Study group — children with 1gG to SARS-CoV-2 = 10 U/ml at hospital
admission with negative test for virus RNA, control group — children with no laboratory signs of COVID-19.

MccneaoBaHUs COMNacyloTCs C TaKOBbIMU B MCCIEA0BaHUSAX
A.A. Boboc u coaBrt. [11] 1 H. Salmi v coaBT. [12], HO NpOTMBO-
peuyat gaHHbIM M. Denina v coaBrT. [7], C.E. Barrett 1 coaBr. [8],
M. Rahmati n coaBT. [9]. PacxoaeHns B BbiBOJaXx yKa3aH-
HbIX MccnefoBaHW MOMyT GblTb 06YCMOBMEHbI PaA3NNYUAMM
B WX AM3aiHe, KpUTepmax BKIOYEHMS M MeTodax BepuduKka-
LMKN NnepeHeceHHon UHdeKuunn (Tabn. 4). Tak, uccnegosaHue
M. Denina u coaBT. [7] oTM4anocb HeGOMbLIUM Pa3MeEPOM
BbI6GOPKK (N = 39), a TaKKe TeM, YTO NP BbISBAEHWW B aHaM-
He3e COVID-19 aBTOpbl nonaraaucb Ha aHaMHECTUYeCKue
fJaHHble. Kpome Toro, B 310 uccnefoBaHue He 6blav BKILO-
YeHbl OeTn B Bo3pacTe crtapwe 14 net. B uccnegoBaHumn
C.E. Barrett n coaBr. [8] Bbi6bopKa 6blfia 4OCTAaTO4HO 60/bLLOMN,
OoAHaKo TMN anabeTa yctaHaBnuBanu no kogam MKB-10 6e3
BepudurKaumn. Kak cnefcreue, B uccnefoBaHue BKIOYaNM

nauMeHToB C caxapHbiM guabetom 2-ro Ttuna (CA2), ava-
6etom TMNa MODY, meanMkameHTo3HbiM C/. lMpu BbICOKOM
pacnpocTpaHEHHOCTU OXUpeHusa cpean HaceneHus CLUA, roe
OblI0 NPOBEAEHO WCCNeAoBaHWe, MMEHHO BbiCOKas [0S
NIUL, C OXMPEHWEM Morfa oTArowatb TeyeHue WMHPEKLMM
COVID-19 u ycunutb cBA3b MHdeKkuun ¢ CA2, a He ¢ CAL.
McenepoBanve M. Rahmati 1 coaBrT. [9] npeactaBaseT co6on
cUcTeMaTMHeCKM 0630p U MeTaaHalu3, NO3TOMY KpuTepuu
AMarHoctMkn mHoekumn SARS-CoV-2 n CA1 BapbupoBanu,
YTO MOI/I0 NOBAUSATL Ha pe3ynbraT 0606LEHUS pe3ynbTaToB
ncenefoBaHuin. BaxKHO TaKKe HaMmOMHMTb, YTO C BbIPaXEHHO-
CTbl0 UMMYHHOW peaKLuu accoummpoBaHa TsxecTb COVID-19
[37, 38]. B aT0M CBA3K HE UCKIIOYEHO, YTO 6ECCUMMNTOMHbIE
n nerkme ¢Gopmbl MHOEKLIMM HE aCcCOLMUPOBAHbBI C BbIparKeH-
HOM MMMYHHOW peaKLmMen 1, Taknm 06pa3om, NOBPEXAEHNEM
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Ta6nuua 4. Pe3ynbratbl MMPOBLIX MccieaoBaHuii 0 BAMSHUK COVID-19 Ha maHudecTaumio CA1

Table 4. Results of international studies on the COVID-19 role in TAD manifestation

ABTOpbI
XapaKtepucTuKa uccneoBaHusi OrpaHu4eHus ucciefoBaHuUna BbiBOAbI

uccnepoBaHus

Denina M. Lienb uccnepoBaHmsa: n3y4ntb cBa3b SARS-CoV-2 ¢ pa3ButMem OTcyTcTBUME B pedepeHCHom UHbeKuuns

M coaBT. [7] CA1 v AKA. MeToabl uccnefoBaHUs: Hannyve Texylen,/ nonynsaumMn gaHHbIX SARS-CoV-2
nepeHeceHHom MHPeKLMn SARS-CoV-2 yctaHaBavMBanu 0 ceponpeBaneHTHOCTH, noTeHunanbHo
¢ nomotbto MUP (Ma3oK 13 Hoca), onpeaenexus IgG NOCKOJIbKY HA MOMEHT CBfi3aHa C pUCKOM
K SARS-CoV-2 1 aHkeTupoBaHus. Mepuog nccnepoBaHus: ncenenoBaHMs He NpoBoAMACS passutusa KA.
OKT16pb 2020 — anpenb 2021 r. in3amH: peTpoCneKTUBHOE MacCCOBbI# CKPUHUHT. AKTVMBaLMSA
OAHOMOMEHTHOE uccnegoBaHve. Beibopka: 39 yenoBek HeTt nHdopmaumm o getax MMMYHHOW CUCTEMBI,
B Bo3pacte 0—14 neT. OcHOBHbIe pe3ynbTarbl: [1LP Ha Hannuve 15-18 net crnpoBoLMpoBaHHas
SARS-CoV-2 6b11 oTpULaTENbHBIM Yy BCEX NALMEHTOB; SARS-CoV-2, MmoXeT
y 9 (23%) NauMeHTOB BbisiBNeHbl aHTuTENna K SARS-CoV-2; nokasaTbcs 6onee
13 39 yenosekK y 16 manudecraums BBCA1 6bina ¢ AKA; ygenuyeHune 06bACHUMOM
yucna cnyydaes KA npu manudectaumn BBCA1 B nepuof naHaemum B pa3sutun CA1
(B naHaemunyeckom koropte puck KA coctaun 44%) c KA

Barrett C.E. Llenb uccnepoBaHus: oLieHKa pyvcka MaHndectaumn CA1, CA2 nnm | MNMaumneHTbl, tHOULMPOBaHHbIE OKA vawe

1 coaBsT. [8] napyroro Tmna ava6eta vyepe3 30 cyT nocne nepeHeceHHom MHpeKummn | SARS-CoV-2 6e3 ycTaHOBNEHHOMO perncTpupoBanu
SARS-CoV-2 y nauneHToB < 18 net. MeTtoabl nccnefoBaHUA: AnarHosa COVID-19 y NauueHToB
MHOEKLMIO B aHamHe3e ycTaHaBnmMBanu no peaynbrartam MLUP 1 kogy | nin 3aJOKyMEHTUPOBAHHOMO ¢ COVID-19, yuem
no MKB-10. Nepunop uccneposanus: vapt 2020 — nioHb 2021 1. NONOXMTENbHOro pe3ynsrata Tecta, | 6e3 COVID-19
JAM3aiH: peTpoCcneKTUBHOE KOropTHOE nccnegoBaHme. BoiGopKa: MOTYT 6bITb BEPUDULMPOBAHbI
891 yenosek (95,1%) B Bo3pacTe < 18 net ¢ BBCA1/BBCA2 (IQVIA) | KaKk He uMeloLlme B aHaMHe3e
1 1871 yenosek (94,8%) B Bo3pacTe < 18 net ¢ BBCA1/BBCA2 MHbeKuun COVID-19.
(HealthVerity). OcHOBHble pe3ynbTaTthbl: y nauneHTos ¢ BBCA1 Mcnonb3oBaHWe 0gHOro Koaa
1 COVID-19 B 6a3e IQVIA AKA otmeyancs y 33 yenoBek (48,5%), no MKB-10, noatomy HeT
B 6a3e HealthVerity — y 450 yenoBek (40,2%). 3T1 NnoKasaTtenu BO3MOXHOCTHW pa3nuyaTtb avabert
6binv BblWe, YeM y NauueHToB ¢ BBC/ 6e3 COVID-19 pasHoro Tuna

Rahmati M. Llenb uccnepoBaHus: oLeHKa pucka pa3sutusa BBCA1 y aeten, HeT faHHbIX* NHdekuns

1 coaBT. [9] nepeHecwux nHdekumio SARS-CoV-2. MeToabl UcCneaoBaHUS: SARS-CoV-2
MHbEKLUMM B aHaMHe3e ycTaHaBMBanu no pesynstatam MLUP, accoummMpoBaHa
HEKOTOPbIE UCCNef0BaHUS BKIOYanu onpegeneHue 1gG/IgM C BbICOKMM PUCKOM
K SARS-CoV-2, B 4aCTu pa6oT Hannune MHPeKLUK ycTaHaBnnBanu OKA'y peten,
Ha OCHOBE K/IMHWYECKOM KapTUHbI, TaKXKE UCMOb30BaUCh Kbl nepeHecLmx
MKB-10. Mepuoa nccnepgoBaHus: 1o Mapta 2023 r. lusaitH: COVID-19
cucTeMaTUYeCKni 0630p M MeTaaHann3 KOropTHbIX UCCNefoBaHuM.
BbiGopKa: BK/II04YeHbl 8 0TYETOB M3 7 UCCEA0BaHMI C yHacTem
11 220 530 y4acTHMKOoB (2 140 897 nauMeHTOB € HanM4YMeM
B aHamHe3e nHdekumn SARS-CoV-2 n 9 079 633 yyacTHuKa
B COOTBETCTBYIOLLMX KOHTPOJIbHbIX FPYrnax), BCe NaLueHTbl B Bo3pacte
ot 0 go 17 net. OCHOBHble pe3ynbrartbl: MHPeKLMs SARS-CoV-2 6bina
CBfi3aHa C NOBbILIEHHbIM PUCKOM pa3BuTus [JKA 'y aeTev 1 NnoapoCcTKOB
N0 CPaBHEHMIO C KOHTPOSbHLIMU rpynnamu 6e3 COVID-19

Boboc A.A. Lienb uccnepoBaHuUaA: M3y4ynTb Pa3NINYUS B XapaKTEPUCTUKaX HeT noarBepKaeHus, 4To AeTr Pasnuuyuin B Hannumm

1 coaBT. [11] BBC1 y naumMeHTOB C NONOXUTENBHON U OTPULLATENBHON C oTpyLaTeNbHbIMW @aHTUTENaMKN n TaecTn KA mexay
ceposnoruei Ha SARS-CoV-2. MeToabl uccneaoBaHUA: K SARS-CoV-2 He nepeHecnu rpynnamu naumMeHToB
MHPEKLMIO B aHamMHe3e ycTaHaB/IMBanu no pesynsratam nHdeKuuio. Hebonbluon pasmep C NOJSIOXUTENBHON
onpeaenenus 1gG n/vnm IgM Kk SARS-CoV-2. lNMepuop BbIGOPKM UCCNelOBaHNS; HE BCE 1 oTpuLaTensHOM
uccnepoBaHua: anpenb 2021 r. — anpenb 2022 r. iusaH: M3Yy4YeHHble NepemMeHHble 6bln ceponoruem
PETPOCMNEKTUBHOE KOrOPTHOE MUccneaoBaHue. BbiGopKa: onpeaeneHbl y BCEX NaLMEHTOB. SARS-CoV-2
158 yenoBek ¢ BBC/11 B Bo3pacTe Ao 18 neT. OCHOBHbIE BbICOKMI pUCK OLIMGOK THNa |, He 06GHapYXeHO
pe3ynbTaThbl: 10519 NaumeHToB ¢ KA B rpynnax cpaBHeHus TaK KaK HECKO/IbKO OHOMEPHbIX
(Hanuuune/oTcyTcTBME aHTUTEN K SARS-COV-2) He pasnunyanacb aHann30B MNPOBOAWIUCL HA OAHOM
(p = 0,45); He 6bl10 O6HAPYKEHO Pa3HULLbI MEXY rpynnamu 1 TOM e Habope AaHHbIX
B flone geten ¢ Taxenon popmont KA (p = 0,81)

Salmi H. Llenb nccnepoBaHusN: U3y4nTb PUCK rOCNUTANM3ALIMN NALMEHTOB OaHoLEeHTPOBOE UCCnefoBaHKe Y 60nbWKHCTBA AeTeN

1 coaBT. [12]* ¢ KA n3-3a BBCZ11 Bo Bpems naHaemun COVID-19. MeTtoab! ¢ BBCA1 Habnoganu
uccnenoBaHua: MHOEKLMIO B aHaMHe3e ycTaHaBAnBanu OKA Taxxenon
no pesynbratam onpegenexus IgG n/unun IgM kK SARS-CoV-2. CTEerNeHn BO BpeMs
Mepuoa uccnepgoBaHus: anpenb-okTa6pb 2016-2020 rr. naHaemMuu, 4To,
[n3aiiH: peTpocneKTMBHOE KOropTHoe uccnefoBarue. BoiGopka: BEPOSITHO, CBA3AHO
84 pebeHka ¢ BBCAl1. OcHOBHbIe pe3yabTaTbl: KOMYECTBO C OrpaHuyYyeHnamMu
rocnutanusauui aeter B OUT no npuynHe BBCA1 yBenmuunnoch B cUcCTEmME
€ 6,258 2016-2019rT. 10 20 B 2020 T. (b < 0,001); y 33 peten 3[paBOOXpaHeHus
aHanu3 KpoBw Ha aHTuTena K SARS-CoV-2 6blf1 OTpULaTESNbHbIM; B 9TOT Nepuosa
y 6onbluero konnyectsa aeten ¢ CA1 Habnoganm Tsxenbi KA
Npu NOCTAHOBKE AMarHo3a BO BPeMs naHAeMMUH

lNpumevaHme. <*> — yacTb CTAaTUCTUYECKMX aHHbIX HE ONUcaHa BBUAY OrPaHMYEHHOro AoCTyna K NonHom Bepcumn ctatbn. CA1 — caxapHbli
anabet 1-ro Tvna; BBCA1l — BnepBble BbIIBAEHHbIN caxapHbli anabet 1-ro tuna; C[A2 — caxapHbii avabet 2-ro Tuna; BBC2 — Bnepsbie
BbISIBJEHHbIN caxapHbll anabet 2-ro tuna; KA — anabeTnyeckui ketoaumaos; MUP — nonumepasHas uenHas peakuus; MKB-10 —
MexayHapogHas kKnaccudurauma 6onesHen 10-ro nepecmotpa; OUT — oTaeneHne MHTEHCUBHONM Tepanuu.

Note. <*> — some statistical data is not described due to limited access to article’s full version. TAD (C1) — type 1 diabetes; NDT1D (BBC1) —
newly diagnosed type 1 diabetes; T2D (C2) — type 2 diabetes; NDT2D (BBC[2) — newly diagnosed type 2 diabetes; DKA (OKA) — diabetic
ketoacidosis; PCR ([LLP) — polymerase chain reaction; ICD-10 (MKB-10) — International Classification of Diseases.




KNIETOK NOAXKENyA0YHOM Keneabl. [loaTomy B 6yayLimx uccne-
[0BaHUSX HE06X0AMMO KOPPEKTMPOBATb aHann3 accoLmaumnm
SARS-CoV-2 ¢ manndectaumm CAL ¢ y4eToM TAKECTU nepeHe-
ceHHoMn nHbeKuun COVID-19. Take uenecoobpas3Ho npose-
CTVW MHOTOLIEHTPOBbIE KOrOPTHbIE UCCNe0BaHKSA ¢ GoNee Tou-
HOWM nabopaTopHOM AMarHoCTMKon nepeHeceHHoro COVID-19.

3AK/TIOMEHUE

B HacTosilem uccnefgoBaHMM He MOATBEPXAeHa CBSA3b
nepeHeceHHoro COVID-19 ¢ KAUMHMYECKUMW BapuaHTamu
N TAecTblo MaHndectaumn CA1. Hawm BbiBOAbI NPOTUBOpPE-
YyaT pesynbrataM HeKOTOPbIX UCCNefoBaHWK, YTO 06YCI0BIEHO
pasHbIM AU3aHOM U reorpaduen uccnegoBaHumn, oTMYUEM
MeToaoB anarHocTnkmn COVID-19, 0co6eHHOCTAMU BbIOGOPKM.
[na nonyyeHusa ybeautenbHOro OTBEeTa Ha BOMPOC O CBSA3MU
COVID-19 ¢ pas3BMTMEM M TAMecTblo MaHubecTaumn CAL
Heo6xo0aAMMbl MHOTOLIEHTPOBbIE KOFOPTHbIE UCCNEe0BaHUS.

BbIPAJXEHUE NMPU3HATEJ/IbHOCTHU

KonnektMB aBTOPOB BbliparkaeT NpM3HaTeNbHOCTb 3aBe-
ayrouen LleHTpanbHOM KIAMHUKO-AMArHocTuyeckon nabo-
paTopuent Mopo3oBCcKOW 60nbHULbI HOnun depopoBHe
LLly6nHoM 3a nomolb B OMMCaHUMM nabopaToOpHbIX METO-
[I0B U3MEPEHUS LieNeBbIX NOKa3aTenen U KOHCYNbTaLMo Nno
BOMpocam n1abopaTtopHOM ANarHOCTUKMK.
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0O60cHoBaHMe. Ty6epO3HbIi CKIepo3 sBseTCs opdaHHbIM 3a60/1eBaHMeEM. Pesjkasi ero BCTpe4aeMoCTb, HU3Kasi OCBEAOM-
JIEHHOCTb BPayeii-neamaTpoB, pa3Hoo6pasne KIMHUYECKOH KapTHHbI, 0COBGEHHOCTU HaCc/le[0BaH1s — BCE 3TO 3aTpyAHSET
ANarHOCTUKY M TPebyeT MeXAMUCLMIMTINHAPHOIro rMoAxoAa CO CTOPOHbI Bpayei. MW3Hb ceMbu ¢ peGeHKOM, CTpadatolymm
TY6€PO3HbIM CK/IEPO30M, MOXKET BObiTb HAMoJHEHa MHOXECTBOM TPYAHOCTEH M BbI30BOB: NOCTAHOBKA AMarHo3a 1 ero npu-
HSITME, MPO6JIEMbl OUCKa ONTUMAaJIbHbIX BapMaHTOB JI€HYEHUS, BO3MOXKHOE MPOrpeccupoBaHme 3aboseBaHus, pasBUTHE
0CJ/I0)KHEHMI. OnMcaHne KIMHUYECKOro cay4vasi. B ctaTtbe npuBOAMTCS OMUCaHWE KIIMHMYECKOro Cciy4asi Ty6epo3HOro
CKIepo3a — TAXKEs0ro My/bTUCUCTEMHOIO 3a60sieBaHus, BrepBble AUarHoOCTMPOBAHHOIO y pebeHKa B Bo3pacte 5 mec.
U3MeHeHWs B MoYKaXx, MpefcTaBNeHHbIe B BUAE MMMNOIXOrEHHOro y4acTKa napeHXMMbl NpaBoi MOYKM, GblivM 0GHaPYKEHbI
BHYTPpMyTPO6HO Ha 20-21-i Hea rectauun. B paHHeM HeoHaTasbHOM Mepuoge oTMeyasnacb yMepeHHas MpoTenHypus
(0,25 r1/n), N0 AaHHbIM YbTPa3BYKOBOI0 MCCNEA0BaHMWS Gbl/l BbiSIBJIEH MOJMKUCTO3 MOYEK C MHOMKECTBEHHbIMU METKUMM
KucTamm o6eunx rnoyYeK. B 5 mec y pebeHKa 6blia ycTaHOBEHa 3MUENCUs, NOATBEPKAEHHAS 3/IEKTPOIHLepasorpapme.
Mo MarHWTHO-PE30HaHCHOM ToMorpagun roloBHOro Mo3ra BbisSIBAEHbI MEPBUYHbIE MPU3HAKM TYGEPO3HOIo CKIepo3a:
KOPKOBbIE Ty6EPbI, CYGINEHANMAbHbIE Y3J1bl, CyOaneHAnManbHas rMraHToK1eToYHas actpoumToma. lpu c6ope cemenHoro
aHaMHe3a BbISICHUI0Ch, YTO y OTLia IEBOYKM HABII0Aa0TCS KOXHbIE M MOYEYHbIE CUMIMTOMbI, XapaKTepHbIe A/151 TY6epOo3HOro
ckneposa. Cembs Gblsla KOHCY/IbTUPOBAHa BPaYOM-reHETUKOM, HO POAMTESIM OTKa3a/IMCb OT MPOBEAEHUS MOJIEKY/ISIPHO-
reHeTU4EeCKOoro TeCTMpoBaHus. B cooTBETCTBUU C KpuTEPUSIMU MexayHapoaHOH KIMHUYECKOH KOHCEHCYCHOH KOHpEpPeHLMn
10 TY6epPO3HOMY CKIepO3y ANArHo3 Gbl/1 yCTAHOBIEH KIMHUMYECKM HA OCHOBaHWM Hannuus y pebeHka 6osee AByX nepBuy-
HbIX MPU3HAKOB, a TaKXe OMOJHUTENIbHOIO BTOPMYHOIO MNPU3HaKa B BUAE MHOXECTBEHHbIX KUCT MoYeK. Takum o6pas3om,
HU3Kasl 3a60/1eBaeMOCTb M BapUaTMBHOCTb (PEHOTUNA Y KaXKAOro KOHKPETHOrO NMauMeHTa, a TaKKe 0TKa3 oT M0JIHOLEHHOIo
o6cnefoBaHusl pebeHKa CylleCTBEHHO 3aTPYAHSIT AMArHOCTMKY AaHHOM NaTonorum u popmMupoBaHmue AasibHeMAILIEro Npor-
HO3a OTHOCHTEJIbHO MPOAOIKUTENILHOCTU KM3HM NaLMEHTa U ee KadecTBa. 3akatodeHne. OnvcaHHbIi KITMHUYECKUI Calyqai
ZJEMOHCTPUPYET, KaK HeNpPoCTO aAanTupoBaTbCsl CEMbE, B KOTOPO# €CTb PEGEHOK C FrEHETUYECKUM 3a60/1€BaHUEM.
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OBOCHOBAHME

B “CTOYHMKax Hay4HO-MEeAULMHCKOW nuTepaTtypbl Onu-
CbIBaOTCS C/lydanm TEPHWUCTOrO NyTM K MOCTAHOBKE pefKo-
ro reHeTnmyeckoro auvarHosa. OgHakKo AOCTAaTOYHO Mano
npeacTaBNeHo MHbOpMaLMKM O TPYAHOCTSAX, C KOTOPbIMM
CTa/KMBAOTCA CEMbM, UMelolwme aeTen ¢ opdaHHbIMU
3a60n1eBaHUAMM.

Mpu ornaleHnn Takoro agnarHo3a poauTenu, B NepPByL0
oyepeab, UCMbITbIBAIOT LWOK KaK €CTECTBEHHYIO peaKumio
opraHuama. lNocne aToro cneaytoT oTpuLUaHue U rnybokas
nevanb. HepeaKko 0TMeYatoTCs BCMbIWKM arpeccuu, a Tak-
e Bcenorfolatrllee YyBCTBO BUMHbI 3a ClyyuBLIEECS.
B Takon cutyauuu Bpavy OblBaeT KpanHe CMOXHO nofo6-
paTb CnoBa MNOALEPKKM ANS poauTenen 1 nauueHTa, Ytobbl
n3bexatb nepexofa K NIOKHbIM O6HaAEXMBaIOLWMM 3asB-
nexHvam. Poautenn o3agaveHbl MHOXECTBOM BOMPOCOB:
TeyeHneM 3abofeBaHUsl, BO3MOMXHbIMU OC/IOXKHEHUSMMU,
[OCTYNMHOCTbIO KBaNMOUUMPOBAHHOW U CBOEBPEMEHHOM

NOMOLLM, NMPOTHO30M A/11 KM3HU U ee KadecTBa. [MoaTomy
TaK BarkHO, 4Tob6bl B Poccuickon depepaumm 6binn nNpu-
HATbI €ANHbIV NOPSAA0K OrNalleHns PoaAUTENAM / 3aKOHHbIM
npeactaBuTensm pebeHKa AnarHosa TaXenon, B TOM Yuc-
e MHBaNUAU3UPYIOLLEN U KUIBHEyrpoXKatlen, 601e3HH,
a TaKXKe efuHbIn cTaHaapT (TEKCT ANs OrnalleHus), UCnoJib-
30BaHMe KOTOPOro MUMHUMMU3UPYET BhILLEONUCAHHbIE Hera-
TUBHbIE peaKLUuu.

OA4HMM M3 TaKMX TSKENbIX FeHETUYECKNX 3aboieBaHnn
ABNSAETCA Ty6epO3HblM CKIepPOo3. INUAEMUONOTMYECKUE
[aHHble onpeaensatT pacnpocTpPaHEHHOCTb Ty6epo3HOro
cKneposa B nonynsaumm Kak 1 K 10-30 Tbic. [1]. Mpu aToM
4Yncno 60MbHbIX B Halen cTpaHe NpueanM3nTeNbHO CoCcTaB-
nset 7 Tbic. yenosek [2]. B Poccuitckon depepaumm ata
naTonorus BKOYeHa B NepeyeHb oppaHHbIX.

B atnonornn gaHHoro 3ab6oneBaHUsa MMeeTcs OTINYM-
TenbHas 0CO6EeHHOCTb B BMAE BbICOKOW YacToTbl NosiBie-
HUSI CMOHTaHHbIX MyTaLWK (de novo), COCTaBNSAIOWMNX 3HaA-



E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

YUTENbHYIO A0 CTPYKTYPbl 3a60/1€BaeMOCT Ty6EepPO3HbIM
cKkneposoM [1]. AKTUBauus cneumdpuyeckoro CurHanbHO-
ro Kackaga mTORC1 B pedynbraTe NoTepU CyrnpeccopHom
aKTMBHOCTU reHoB TSC1 unun TSC2 npuBOAUT K HapyLEHUSAM
pocta M nponudepaumm Knetok [3]. 3aboneBaHve nmeet
ayTOCOMHO-AOMMHAHTHbIM TUMN HacneaoBaHWs, HO, TEM He
MeHee, GEHOTUMUYECKW, BBWAY HEMNONHOM MEeHEeTPaHTHO-
CTWU, MOXET XapaKTepu30BaTbCs NMOPaXKEeHWEeM OAHOro MM
HECKOJ/IbKMX OPraHOB M CUCTEM, @ TaKXe pa3HOM CTEMEHbIO
BblPaXXEHHOCTX CMMMTOMOB. JTO onpeaenseT 60bloe pas-
HOOGpa3ne KIAMHUYECKUX MPOSIBIEHUN, KOTOPble MMEKT
pasnnyHble COYETaHUs W nocnefoBaTenbHO MaHUdECTU-
pylOT B 3aBMCMMOCTM OT BO3pacTa 6osbHOro [1]. HusKasa
3a60/1€BaeMOCTb MpPU BbICOKOW BapuaTUBHOCTU deHoTMNa
Yy Ka)Kaoro naumeHTta genaeT AMarHoCTUKY AaHHOW maTtono-
MU KpawHe 3aTpygHUTEeNbHOW. JTO HEeraTMBHO CKa3blBa-
€TC Ha MPUHATUKU poauTeNnsiMM AuarHosa. JlabopaTopHble
M UHCTPYMEHTasIbHble [JaHHble OTAn4YatoTcs 60NblMM pas-
HoOOpa3nMeM M3-3a MOJIMOPraHHOro MOPaXKEHUs U UHAK-
BUAYaNbHbIX COYETaHUW MNPU3HAKOB, MNPOrpeccUpytoLmx
B TEYEHWE XKM3HM NauMeHTa. BayKHO y4uTbiBaTb BO3pacT
MaHubecTauun oTaeNbHbIX CMMMNTOMOB, a TaKXe Bapwva-
6€eNbHOCTb NPOSBAEHNN 3ab60/IEBaHUS, YTO CHUXKAET U 6e3
TOr0 HU3Ky MHOOPMATUMBHOCTb [JaHHbIX CEMEMHOI0 aHaM-
He3a. Takum 06pa3oM, Pas3bop KOHKPETHbIX KIMHUYECKMUX
chyyaeB Ty6epO3HOro CK/iepo3a npefcraBnsercs cobon
Ba)KHYIO M aKTyanbHyl0 3afayvy A1 OCBELLEeHUS TPYAHOCTEN,
C KOTOPbIMM CTa/IKUBAETCS CEMbS, B KOTOPOW €CTb PeOEeHOK
C reHeTUYeCKMM 3abosieBaHUEM.

KJAMHUYECKUHA NPUMEP

O nayueHTe

M3 aHaMHe3a XW3HW M3BECTHO, 4YTO AeBo4Ka J1., 4 net
2 Mec, poamnachk oT NnepBon 6€peMEHHOCTU, MPOTEKABILLEN
6e3 ocobeHHocTen. [pu ynbTpasByKOBOM UCCNef0BaHUK
(Y31) Ha 20-21-n Hepn rectauum BHYTPUYTPOOHO BbISIB-

JIEH TUMNO3XOTeHHbIM Y4acTOK MNapeHXUMbl MpaBOW Moy-
KM — NpeanonoXuUTenbHO, aHrMomuonunoma. [eBoyKa
poauvnacb B Cpok, Ha 40—41-i Hen 6epeMeHHOCTU. Poabl
OblI  CaMOCTOATENIbHbIE, B TOJIOBHOM MpefneXaHuu,
OKONonnoAHble BOAbl cBeT/ble. PeGeHOK 3aKkpuyan cpa-
3y, oueHKka no wkane APGAR coctaBuna 9/9 6annos.
B nepBble CYyTKM XW3HWM MpoBeAeHa BaKLUWMHaLWUA Mpo-
TMB renatmta B, BCG-M He npoBoaunacb. HeoHaTanb-
HbIM W ayAMONOrMYECKUMN CKPWUHUHIMU Obliv MPOBEAEHDI
B POAMIBHOM AOMeE.

Mpu cbope ceMenHOro aHamHe3a yCTaHOBJ/IEHO: y OTLa
[EBOYKM MMEIOTCA MHOMXECTBEHHble aHrModnbpoMbl NnLa
M HOITEBOTO JIOXKa (MX KOIMYECTBO yBENMYMBAETCH), a B AeT-
CKOM BO3pacTe 6bln1a AuarHocTMpoBaHa pabaommoma cepa-
ua. B HacTosiLlee BpemMs OH COCTOUT Ha AMCMaHCePHOM yyeTe
y Hedponora ¢ AMarHo30oMm: «[ToIMKMCTO3 MoYeK, OCIOKHEH-
HbI XPOHMYECKON GONE3HbID NOYEK B TEPMUHAbHOW CTa-
anun», ¢ 2023 1. emy npoBoanTCS remoananns. CoBOKYNHOCTb
JaHHbIX U3MEHEeHUN npegnofiaraet HanuymMe Ty6epOo3HOro
CKNepo3a y oTua NaumeHTKU. Ho, HecmoTps Ha Hanuyue
TSXKENoro MHBannamM3upyolwero 3abonesaHns, MONeKynsp-
HO-FeHeTMYeCcKoe nccneaoBaHue oTLy He NPOBOAMIOCh.

B poannbHOM foMe B nepBble CYTKU XKMU3HU OblNo Npo-
BeleHO ob6cnegoBaHue: OOWMW aHalIn3 KPOBU WM MOYM,
OGMOXMMMYECKOE UCCeloBaHWE KPOBM Ha KpeaTuHWH, Y3U
OpraHoB OPIOWHOW MONOCTU U 3ab6PIOMHHOIO MPOCTPaH-
cTBa M HenpocoHorpadusa. lNpu nabopaTtopHOM Mccneno-
BaHWKW BbIABNEHa ymepeHHasa npoteuHypusa (0,25 r/n),
KpeaTMHUH onpefensancs B npeaenax BO3pPacTHOW HOPMbI
n coctaBun 37 MKMosb/n. MNpun Y3U BbiSBNEHbI NOIMKUCTO3
NMOYeK C MHOXECTBEHHbIMU MENKUMU KUCTaMKU 06eunx NnoYex,
YNIOTHEHWE KOPKOBOIO CMOSi MOYEK, HEe3Ha4YUTeNbHOe YTO-
LLeHME CTEHOK JI0XaHOK, MOCTTUMOKCUYECKME W3MEHEHUS
roJIOBHOro Mo3ra. Takum o6pa3om, naumeHtke J1. 6bim
YCT@HOBJIEHbI Clefyolime KIMHUYEeCKMe AMarHo3bl: KUCTO3-
Haa 60/1e3Hb NOYEK (BO3MOMKHO, ayTOCOMHO-AOMUHAHTHbIM
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Features of Tuberous Sclerosis Onset: Clinical Case

Background. Tuberous sclerosis is an orphan disease. Its rare incidence, low awareness of pediatricians, diversity in clinical signs,
inheritance features — all together it complicates its diagnosis and requires multidisciplinary approach. The life of any family with a child
suffering from tuberous sclerosis can be challenging, such as: diagnosis itself and its acceptance, issues with optimal management,
possible disease progression, complications development. Clinical case description. This article describes a clinical case of tuberous
sclerosis, as a severe multisystem disease, newly diagnosed in a child at the age of 5 months. Changes in the kidneys were presented
as hypodense area in the right kidney parenchyma and were revealed in utero at 20-21 weeks of gestation. Moderate proteinuria
(0.25 g/L) was noted in the early neonatal period. Ultrasound examination has shown polycystic kidney disease with multiple small cysts
in both kidneys. The child was diagnosed epilepsy at the age of 5 months confirmed by electroencephalography. Brain MRI has revealed
primary signs of tuberous sclerosis: cortical tubers, subependymal nodes, subependymal giant cell astrocytoma. It turned out that the
girl's father had skin and kidney symptoms typical for tuberous sclerosis according to family medical history. The family was consulted
by geneticist, however, parents have refused to perform molecular genetic testing. The diagnosis was clinically established based on
the presence of more than two primary signs as well as additional secondary sign (multiple kidney cysts) according to the International
Clinical Consensus Conference on Tuberous Sclerosis criteria. Thus, low incidence and phenotype variability in every patient, as well as
the refusal to fully examine the child significantly complicates this pathology diagnosis and understanding further prognosis regarding
the patient's life expectancy and its quality. Conclusion. The described clinical case demonstrates how difficult it is for the family to
adapt to the fact that their child has genetic disease.
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BapWaHT), NepuHaTanbHOE MopakeHWe rOoJ0BHOMO0 Mo3ra
TMMNOKCUYECKU-ULLEMUYECKOrO reHesa, CUHAPOM MblLIEYHON
AMCTOHKUW. [leBOYKa U3 POAMSIbHOrO AOMa BbiMMCcaHa AOMOMW.

B 5 mec 6051bHas aKCTPEHHO Gblfia rocnurann3mpoBaHa
B HEBPOJIOrMYECKOEe OTAENEHME C Kanobamu Ha anu304bl
nnada M crepeoTunHble IEKCOPHbIE cna3mbl TyN0BULLA
M KOHeYHocTen. B TeyeHune cyToK Habaoganochb 4o 5 napok-
CM3MOB, 3aBepLIaloWmMXca nnadyem 1M nocneayloumnm 3achl-
naHueM. MNpun NnposeaeHnn anekTpoaHuedanorpammol (330
B MEXMNPWUCTYNHOM Mepuoae BbIIBAEH NaTTEPH CUHXPOHMW-
3MPOBAHHOW TUMCAPUTMUKN (MEXNPUCTYNHbIM I3l -NaTTepH,
XxapakTepuaylownnca auddysHon HeperynsipHon MeasieH-
HOBOJIHOBOW aKTUBHOCTbIO GOMbLWOW aMMNIUTYAbl, BbICO-
KOM CTeNeHW [Oe30praHM30BaHHOCTM U ACUHXPOHHOCTH).
Takune U3MeHeHns ABNASIOTCA XapaKTEPHbIMKU AN CUHAPOMa
MHbaHTUNbHBIX cna3MoB Ao 100% cnyyaes. [NauneHTKe npo-
BeJeHa MynbTUCMMpanbHas KOMMblOTepHas Tomorpadus
(MCKT) ronoBHoro mo3sra, BbifiBfieHbl KT-npu3Haku nepwu-
BEHTPUKYNAPHbIX U CYOKOPTUKANbHbIX YH4aCTKOB MOBbILLEHUS
MJOTHOCTU (MATOFHOMOHWYHbIM MPU3HaK TYGEPO3HOro CKie-
po3a). Pe3ynbTaTbl MarHUTHO-PE30HAHCHOM ToMorpaduu
(MPT) TakyXe cOOTBETCTBOBA/IN KapTUHE Ty6EpO3HOro cKie-
po3a: KopTUKalibHble U CyOKOPTUKalbHble Ty6epbl (y4acT-
KN GOKanbHOM KOPKOBOW Aucnnasuu), cybaneHguMasibHble
y3/bl, cy6aneHanMmasnbHas acTpouuToMa /ieBoro 60KoBOro
enyaoyka 6e3 HapylweHWs IMKBOPOAMHAMUKM.

Y4uTbiBas BblIBIEHHbIE U3MEHEHMS, NalMeHTKe 6blno
npoBefeHO NOSIHOE KOMMJIEKCHOe 06cnefoBaHWe B CTaLmo-
Hape. lpu nabopaTopHOM uUCCNefOBaHWKW COXPaHSAIUCh
NPU3HaKN ymepeHHon npotemHypun (go 0,25 r/n), 6Guoxu-
MWYecKne nokasartenu 6enKoBoro, TMNMAHOrO, YrneBOAHO-
ro 06MeHOB, Koarynorpamma 6b11m B npeaenax BO3pacTHOM
HopMbl. o pesynbTataM HenpocoHorpadmm CoxpaHsaIncb
NMOCTIMMNOKCUYECKNE WBMEHEHUS TOMO0BHOro mo3ra. [Mpwu
axoKapauorpadumn (IxoKl) BM3yannM3nmpoBanocb OTKPbITOe
oBaJlbHOE OKHO 1,5 MM ¢ IeBO-NpaBbiM COHPOCOM.

Mpu Y3U npu3HaKkn NOAMKUCTO3a NOATBEPKAEHbI, MOYKK
3Ha4YuTENbHO YBEMYEHbI B pa3mMepax: ieBas 76 X 34 mwm,
npaeasa 78 X 41 MM (COOTBETCTBYKOT pa3mepam 5-net-
Hero pebeHKa), BM3yanuaupyetcsa OO0bLIOE KOIMYECTBO
KWUCT pasHblX pa3aMepoB, 0OTMeYaeTcs o6eJHeEHMEe KPOBOTOKaA
B KOPKOBOM cnoe (puc. 1).

B cooTtBeTCcTBMM C KpuTepusaMu MexayHapoaHOW Kiu-
HMYECKON KOHCEHCYCHOM KOH®epeHuMn no Ty6epo3HOMY
CKNepo3y, AMarHo3 y AaHHOW NaLMEHTKN MOXET OblTb yCcTa-
HOBJIEH K/IMHWYECKM Ha OCHOBaAHWW Hanu4yusa y Hee Gosnee
[ABYX MEPBUYHbIX NMPU3HAKOB: KOPKOBLIE Ty6EpPbI, Cy6aneH-
AWManbHble y3Mbl, Cy63aneHaMManbHas rMraHToKIeTOoYHas
acTpouuToMa, a TaKkKe AOMONHWUTENIbHO BTOPUYHOrO MpwU-
3HaKa B BMJE MHOXECTBEHHbIX KUCT noyek [4].

Taknm o6pas3om, nauneHTKe J1. 6bln YCTaHOBAEH KIUHMK-
YeCKUIN amarHos: «Ty6epo3Hblii CKNepo3. AnNunencus cumn-
ToMaTunyecKkas. MonnKMCTO3 NoYeK, XpoHnyeckas 60ne3Hb
noyek O—1-v ctagun».

BpayebHbIM KOHCUMIMYMOM O6blla Ha3HayeHa CUMNTO-
MaTtuyecKas Tepanusa. C uenblo KynupoBaHUsa UHPaHTUIIb-
HbIX cNa3mMoB 6bl1 Ha3HayeH BurabatpmH 500 mr B dop-
Me Tabnetok B A03upoBKe 375 Mr C noBblleHWeM [4O03bl
Ha 125 mr Kaxkgble 3 OHS C pacyeTOM CYTOYHOM [O03bl
100 mr/kr. C NpOTUBOCYAOPOXKHOM Liefiblo AONONHUTENBHO
6bl/1 Ha3Ha4yeH npenapaTt BalbMpoeBOW KWUCNOTbl B BUAe
Kanenb A8 npuema BHyTpb 3 pasa B CyTKM C yBEMYEHNEM
[403bl B TeyeHue Hegjenu O o6Lien CYyTOYHOM A03MPOBKMU

Puc. 1. MauueHTKa J1.: Y3M noyek B Bo3pacTe 5 Mec. MHOXeCTBEHHbIe
KUCTbl 06enx noyek

Fig. 1. Patient L.: renal ultrasound at the age of 5 months. Multiple
cysts in both kidneys

McTouHmK: doTo M3 nnyHoro apxuea 3acteno E.C., 2024 r.
Source: Photo from Zastelo E.S. personal archive, 2024.

20 mr/Kr. Ha MOMEHT BbINMUCKKU 06LLEE COCTOsIHUE pebeHKa
YAYHLIKWAOCH, 3NN304bl N1avya U CTEPEOTUNHbIE BIIEKCOPHbIE
cna3mbl Ty0BULLA M KOHEYHOCTEN OTCYTCTBOBAIIMN.

MoKasaHM K NaToreHeTM4YecKoW Tepanuu npenapa-
TOM 3BEPOSIUMYC, ABASIOLMMCSH MHTMOBUTOPOM CUIHANbHOIO
nytht m-TOR, y pe6eHKa He 6blN0 (COrnacHoO MOMOXKEHUAM
MexayHapoaHOM KOHCEHCYCHOM KOHdepeHUMHU Mo Komn-
JIEKCHOMY NneYvyeHunto Ty6epo3Horo ckieposa) [5, 6].

Bbinn pekomeHAoBaHbl AMcCNaHcepHoe HabnaeHue
y HeBposora-anuaentonora, Hedposnora, KOHCynbTauus
Bpayva-reHeTuKa 1 npoBeaeHne MoneKynsapHoO-reHeTu4eCcKo-
ro uccnefoBaHus, a Takxke IxoKI B AMHAMMKeE, KOHTPOSb 3a
}YHKLMOHaNbHBbIM COCTOSIHUEM MOYEK M ANUTENbHas Tepa-
nusa BurabatpuHoOM, NpenapaTtomMm BasbNpPoOEBON KUC/OThI.

Bpayom-reHeTMKOM MpoBeAeHa KOHCy/bTalus B BO3-
pacte 5 Mec, yCTaHOBMEH AnarHos: «Ty6epo3Hbi CKIEpos,
TUN HacnegoBaHWS ayTOCOMHO-AOMWHAHTHbIA, C PUCKOM
ans cubcoB M NotoMcTBa npo6aHaa 50% (BbICOKUIM reHeTH-
YeCKuh puUcK)». PeKoMeHaoBaHbl HabnogeHe y HeBposora
n Hedponora, nNposBeaeHUEe MONEKYNAPHO-TEHETUYECKOrO
nccnegoBaHus.

OT npoBeAeHUs MONEKYNSIPHO-reHeTu4yecKkoro obeneno-
BaHWA poanTenn pebeHKa OTKa3anuchb.

dusukanbHaa JUarHocTuka

Ha amb6ynaTopHOM npueme y Hedponora B BO3pac-
Te 3 net 10 Mec cocTosiHe pebGeHKa yaoBNeTBOpPUTESb-
Hoe. lMauueHTKa J1. Bowna B KabWHET C YnblOKOW, Gblna
fob6poxenaTteNbHa, LWia Ha KOHTaKT, oTBevyana Ha BOMpo-
Cbl, MPOSiIBNANA MHTEPEC K Urpywkam. Ho npu nposeaeHmm
06BbEKTMBHOINO OCMOTpa Habnanuncb BblpaxeHHoe 6ec-
NMOKOMCTBO M HeraTMBM3M CO CTOPOHbI pebeHKa. KoxkHble
NMOKPOBbI 6/M1€4HO-PO30BLIE, C E€AUHWUYHBIMU dNeMeHTaMu
rMNOMNUIMEHTHbIX NATeH B KonundectBe 8—10 WTyK B pas-
JIMYHbIX 06/1acTax Tena, a TakKe 3 ydacTKa «larpeHeBow»
KOXMW (aCMMMETPUYHbBIE YYaCTKU KECTKOW orpybeBLiewn
KOXM). [epKYyTOPHO Haa NErknumMu Onpeaensncs SCHbIv
NIErOYHbIA 3BYK, MPW ayCKynbTauWW NIErKMX BbiCNylIMBa-
JIOCb NY3pw/ibHOE [blXaHWe C 4acTOTOW AblXxaHWs 24 /MUH.
MepKyTOPHO rpaHuUbl cCepaLa COOTBETCTBOBaNM BO3pacT-
HbIM HOpMaM, ayCKy/lbTaTMBHO TOHblI CepAaua BbICAYLIK-
BanMCb OTYETIMBO, PUTMMUYHO, ONpPEAEensncss CUCTONU-
YECKMM LWYM Ha BepXxywKe cepaua, vyactota cephevHblx
COKpalleHuin coctaBuna 124 ya./MuH, aptepuanbHoe AaB-
neHne — 90/60 MM pPT. CT. BU3yanbHO XMBOT 3HAYUTENb-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

HO yBeNMYyeH B pa3Mepe, OKPYXKHOCTb cocTaBuna 65 cm
(Mpy AMHaMMUYeCKOM HabNloAeHMM KUBOT yBENUYMBAETCSH
B 06beme, B Bo3pacTe 1,5 neT OKPYKHOCTb XMBOTa COCTaB-
nana 60 cm). MoyKkM onpeaensnncb Kak 60/blUON KOHIoMe-
paT (yBenuyeHbl B pa3mepax). lNevyeHb nanbnupoBanachb Ha
1 cM 13-noa Kpas pebepHomn ayru, npu 3ToM Kpaw onpeje-
NIANCSA MATKUM, 91aCTUYHbBIM, 6€360/1€3HEHHbIM. CeneseHka
He nanbnupoBanacb. HapyxHble NonoBble opraHbl cHOpMU-
poBaHbl NPaBW/IbHO, MO XEHCKOMY TUMY, CIM3WUCTas BY/bBbI
$M3M0N0Orn4ecKon oKpacku. MouyeucrnyckaHue He Hapy-
lweHo, cBobogHoe, 6e360ne3HeHHOe, MoYa ceetnasa. Cryn
y AEBOYKM perynsipHbiv, KawunLeobpasHbIn.

MpeaBapuTenbHbIA AUArHo3

MOAMKNCTO3 MOYeK, XpOHW4YecKas O6ONe3Hb MoyeK
0-1-1 ctaguun. Ty6epo3HbIN CKIepo3. INUIencus cMmMnTo-
MaTu4yeckas.

AuHaMuKa U ucxopbl

[JeBoyka J1. HaxoguTCd Ha [AOMCNAHCEPHOM y4yeTe
y Hebponora ¢ AMarHo3om: «[TOJIMKMCTO3 NOYEK, XPOHUYe-
CKas 6051e3Hb novyek 0—1-i ctaguun» 1y HEBpoora ¢ guar-
HO30M: «Ty6epOo3HbI CKIEpPO3, ANUencus cuMmnTomaTmye-
CKasi» ¢ 5-Meca4HOro BospacTa.

[MepBble NpuM3Hakn 3aboneBaHns 6bIIN 3adUKCUpPOBa-
Hbl B Nepuoa BHYTPUYTPOOHOro pa3Butus, Ha 20—-21-i Hep
rectaumu, BbISIBJE€H TMMNO3XOrEHHbIN Y4acTOK MapeHXUMbI
npaBov MOYKWU. B HeoHaTanbHOM Mepuode Npu ynbTpaco-
HOrpadum BbiSIBNEH MOIMKUCTO3 MOYEK.

M3MeHeHNS KOXKHbIX MOKPOBOB B BUAE MMNOMNUIMEHTHbIX
NATEH, Y4aCTKMU «lLlarpeHeBON KOXW» CTav NOSBAATLCA Ha
NepBOM oy *WU3HU C TEHAEHLMEN K YBENYEHUIO.

B Bo3pacTte 5 mec npousowen aebtoT anunencuu. Mpu
NpPoBeAEHHOM CTaLMoHapoM ob6cneaoBaHnm Gblin BbisiBNe-
Hbl MATOFHOMOHWYHbIE MPU3HAKK TyGEPO3HOro CKIepo3a:
KOpKOBble Ty6epbl, cy6aneHaMMmalbHble y3/bl, CyO6arneH-
AWManbHaa ruraHToknetoyHas actpouutoma. K Bospacty
5 Mec geBoYKe BbICTaBfiEH AnarHo3: «Ty6epo3HbIM CKIepo3s,
ANUAENcus cMMNTomMaTMyecKas, NOMKUCTO3 MNOYEK, XPOHMU-
yeckas 6o51e3Hb novexk 0—1- ctaanm.

3a npouweawmn nepnoa — c Bo3pacTa 5 MeC KWU3HU
no 4 ner 1 mMec — MpPUCTYNOB 3nuaencum He Habnoaa-
J10Cb, IEBOYKa HAaxX0AUTCA Ha NPOTUBOCYAOPOXKHOM Tepanuu.

Ta6nuua 1. Noka3aTtenu KpeaTMHUHa 1 uuctatuHa Cy naumeHTku J1.
Table 1. Creatinine and cystatin C levels in the patient L.

farta MoKasarenb HopmaTtusbli
KpeaTuHuH, MKMONb/ N
26.11.2020 47,0 [0 88,0
03.12.2020 42,0 [0 88,0
12.11.2023 335 27-77
01.12.2023 45,0 27-77
23.07.2024 46,0 27-77
15.01.2025 52,0 27-77
Uucratun C, mr/n
01.12.2023 ‘ 0,91 ‘ 0,68-1,6
PacuyeTHas CKOpPOCTb KyG04KOBOW punbTpauum
no LWsapuy, Mn/MuH
23.07.2024 ‘ 89 ‘ Bonee 90

Mo gaHHbIM 33T, npoBegeHHon B 4 roga 1 mec, Habnwoaa-
€TCsl MOMOXKMUTENbHAs AMHAMUKa B BWAE OTCYTCTBUSA AUb-
dy3HbIX aNUNenTMOPMHbIX pPaspsaoB BO Bpems 6o04ap-
CTBOBaHWA W cHa. Peructpupyercs nullb pervoHanbHas
anunenTMdopmHas aKTMBHOCTb B NIeBOM N06HOM obnacTu
C NEPUOAMYECKUM PacrnpoCTpaHEHUEM HA CUMMETPUYHbIE
OTBELEHMUS MPaBOoro Noaywapus 1 Ha LieHTpasbHble nepea-
HEBUCOYHbIE OTBEAEHUS UNCUaTEPASIbHO.

TakyXe CTOWUT OTMETUTb, HYTO HEPBHO-MCUXMYECKOE pas-
BMUTME COOTBETCTBYET BO3pacTHOW Hopme. [leBouyKka Jl.
nocelwaeTr AeTCKOe [OLWKONbHOE YyypexaeHue, G6accenH.
AKTMBHO NMPUHUMAET y4acTue B YTPEHHMKax, pasdyyuBaeT
CTUXM U MECEHKM, XOPOLWO HAXOAUT KOHTAKT CO CBEPCTHM-
KaMWu, urpaet B ponesble uUrpbl. Y pebeHka chbopMmnpoBaHbI
HaBbIKM OMPSATHOCTU, HEMPOU3BOJSILHOIO MOYEWUCMNYCKaHUs
He oTMeyvaeTcs. PecnupaTopHbIMW BUPYCHBIMU MHbEKLMS-
MU JeBOYKa 6oneeT He 60nee YeTblpex pas B roj.

C uenbio oLeHKM OYHKLMM NOYEK PEKOMEHLOBAHO NpPo-
BOAWTb MUCCNeoBaHWe NoKasaTtenen KpeaTuHuHa, uucraTu-
Ha C (Tabn. 1). U3 npuBeAEHHbIX AaHHbLIX BUAHO, YTO NOKa-
3aTenu KpeaTuHMHa 1 umnctatmHa C HaxoadaTca B npepenax
BO3PACTHOM HOPMbI, a30TOBbIAENNTENbHAA PYHKLMSA NOYEK
He cTpagaeT. Y3M noyek npoBOAMTCS OAHM pa3 B rog,
M3MepEHMEe ASIMHbI MOYKU HE MPEeACcTaBASETCS BO3MOXKHbIM
B CBS3M C YBENIMYEHHbIMU pasmepamm NnoyeK, KoaM4yecTBo
KWUCT yBENNYMBaAETCS, MOACYETY HE MOAJSIexaT, KPOBOTOK A0
Kancynbl MOYKM HE NPOCNEXMnBaETCS.

Mo pesynstatam 3IxoKI (3 rog 5 mec) axorpaduyeckue
npu3HaKkn MopPodYyHKLMOHaNbHbIX WM3MEHEeHWN cepaua
o6Hapy»eHbl He Obln.

K coxaneHuio, Ha CerofHsWHen LeHb He NpoBefeHO
MOJIEKYNIAPHO-reHEeTUYECKoe 06cnejoBaHMe NauneHTKu J.
M ee OTLa B CBSI3M C KaTeropnyecKMM OTKa30oM poauTenen.
CBoM BbIGOP OHW @pPryMEHTUPYIOT TEM, YTO 3TO HE Mocno-
COOCTBYET M3MEHEHWIO AMarHo3a, KOTOPbIM yCTaHOB/EH
KITMHUYECKM.

MporHos

bonbwoe pasHoo6pasne KIAMHUYECKMX MPOSBAEHUN
Ty6EepPO3HOro CKepo3a, pasnuyHble KoMOMHaLWKW nopa-
EHWW OPraHoB U CUCTEM B Pa3HbIX clyyasax, MaHudecTa-
LMA HOBbIX CUMMTOMOB M OCNOXHEHWM N0 Mepe B3poche-
HUS, @ TaKXe HaKoMJeHWe COonyTCTBYIOLIMX 3ab0neBaHum,
CBSI3aHHbIX C MOSIMOPraHHbIM MOpaxeHMem, — BCE 3TO
3aTPYAHSAET OLEHKY TOYHOrO NPOrHo3a NPOAOIKUTENIbHOCTH
M Ka4yecTBa KM3HU peGeHKa.

[MpOrHoO3 y 4aHHOro naumMeHTa COMHUTENbHbIN, TaK Kak
KUCTO3HOE MOopaxeHne noyeK ¢ GopmMUpOBaHWE TEPMMU-
HanbHOW CTaguK XPOHMYECKOW OOSIE3HWU MOYEK B pPaHHEM
BO3pacTe MOXKET CyLLECTBEHHO COKPaTUTb MPOLOKMUTENb-
HOCTb XW3HU [7].

BpemeHHas wKana
XpoHonorust pasBuTUa 6oNe3HU NaUMeEHTKH J1., ee Kito-
4yeBble COBbITUS U MPOrHO3 NPeAcTaB/eHbl Ha puc. 2.

OBCYXAEHUE

Ty6epo3HbIN CKNEPO3 SABASETCH FEeHEeTUYEeCKU aetep-
MWHUPOBaHHbLIM 3a60seBaHMEM, OTHOCALMMCS K rpynne
dakomaTto30B. OH xapaKTepu3dyeTcs LWWMPOKUM CMEKTPOM
KNUHUYECKUX MPOSIBNIEHUI U NMPOTrPECCUPYIOLLUM TEYEHHUEM,
YTO MPUBOAMT K COKPALLEHWUIO NMPOLOIKUTENBHOCTU KU3HU
1 UHBaNMAn3aLuuun naumeHToB [2].



Puc. 2. NauneHTKa J1.: XxpoHONorus pa3suTus 6071e3HK, KloYeEBbIe COOLITUA U MPOrHO3

Fig. 2. Patient L.: disease course, key events, and prognosis

nnyHC
TUMNOKCHYECKH-
niiemMmu4yecKoro

reHesa

Ty6epo3HbIv
CKNepos, anunencus
cMMnToMaTuyecKas

MonoxkutenoHas
93l-gnMHaMuKa: oTcyTcTBHUE
andbdy3HbIX pa3psaos.
MpucTynbl anunencun He
NOBTOPSNIUCL C 5 MEC }N3HU

[MporHos
COMHUTESbHbIN

5 mec

Y3W BHYTPUYTPOGHO:
TMMNO3XOrE€HHbIV
y4yacToK

MonnMkncros
noyexk

MoNMKUCTO3 NoYekK,
XBM O0-1-1 ctagum

YBenvyeHue no4vek B pasmepe,
yBe/IMYeHMe Yncna KUCT. PyHKUMSA noYveK
coxpaHHa. XblN 0-1-# ctagnu

Mpumeyanue. NMMUHC — nepuHaTanbHoe nopaxeHue LieHTpanbHON HepBHOM cucTembl; 331 — anekTpoaHuedanorpadus; Y3U — ynbTpasByKoBoe

ncenepoBaHune; XbIN — XpoHUYecKas 601€3Hb NMOYEK.

Note. PCNSI (MMUHC) — perinatal central nervous system injury; EEG (33I') — electroencephalography; US (Y3W) — ultrasound;

CKD (XBIM) — chronic kidney disease.

Ty6epo3HbIM CKIepo3 OTHOCUTCA K opdaHHbiM 3a60-
neBaHUAM ¢ YactoTton BcTpedaemoctn 1 Ha 10-30 Tbic.
Hacenenus [1].

3aboneBaHne UMeeT reHeTUHYECKylo NPUpoaY, Bbi3BaHO
MyTaumen B reHax TSC1 vnn TSC2, KOTOpble KOAMPYOT 6en-
KW ramapTuvH u Ty6epuH. Moteps GyHKUMKM AaHHbIX 6EeNKOoB
CNoco6CTBYET MATONOrMYECKON rMNepakTMBaLuMM Kackajaa,
ABNAIOLWEroca KYEBLIM PErYAATOPOM pocTa M nponunde-
pauuu KneTok [1, 2].

Mo gaHHbIM psiga aBTOPOB, B NepuUHaTalbHOM MNepuo-
4e W nepuoae HOBOPOXAEHHOCTM BbICOKa BEPOATHOCTb
MaHudecTauumn Ty6epo3HOro CKieposa B Buae pabaoMmnom
cepgua ¢ cuHgpomoMm Bonbda — [lapkuHcoHa — Yawta,
3NUNENTUYECKUX MPUCTYNOB in utero (BHYTPUYTPOGHO) MK
dGoKanbHbIX 3NUNENTUYECKUX MPUCTYNOB, a TaKKe obpa-
30BaHMA GUOPO3HLIX GngWeK Ha Koxe [2, 7, 8]. TeM He
MeHee, ONMCaHHbI HaMW KIIMHUYECKWUI Cllydan UMEET HEKO-
TOopble 0COBEHHOCTU. lNperae BCEro — nopaxkeHue noyek
B Hayane 3aboneBaHns, KOTOpoe B Neproa AMHAMMUYECKOrO
HabngeHUs 3a MNauMeHTOM He MPUBENO K HapylleHWo
noYyeyHon OYHKLUUU, O YEeM CBUAETENbCTBYIOT HOpPMaJsib-
Hble MOKa3aTenu KpeaTUHWMHA W MOYEBWMHbI U pacyHeTHOM
CKOPOCTHK KNnyb6o4KkoBow Gpunbtpaumnn. OgHaKo cnemyet yyu-
TbiBaTb TOT GaKT, 4TO NaLMEHTKM XEHCKOro nona ¢ gvarHo-
30M «Ty6EPO3HbIA CKNEPO3» UMEKT BOMbLUYID BEPOATHOCTb
pa3BWUTMA MNo4vYeyHoW HepocTaTovyHocTn [9]. Kpome Toro,
MUccneaoBaHMs yKa3blBaloT Ha TO, YTO TAXKEN0e NoparKeHue
NMOYEK C HapylleHUeM UX GYHKLMU MOXET pa3BUTbCS Nocne
NoJIOBOro CO3pPEBaHMUS, YTO NOAYEPKMBAET HEOBXOANMOCTb
HabnaeHns 3a 4eBOYKOM J1. Ha NPOTSXKEHUM BCEN €€ HKU3-
HW, HECMOTPS Ha HOpMasbHble NoKasaTenu GyHKLMK NoYeK
B HacTosLWMKn MOMEHT [9, 10].

Y peten ¢ Ty6epO3HbIM CKIEPO30M CYLLECTBYET 3a4epiK-
Ka HEPBHO-MCUXMYECKOro pa3BUTUS, U MOBEAEHYECKHe
pacctponctBa peructpupytotcad y 40-50% nauuneHTOB.
Y 75% 13 HUX HabntgaTCa CONyTCTBYOWME KOTHUTUBHbIE
HapyweHus, y 90-100% — anunencusa [11]. Kpome ToOrO,
Nno [AaHHbIM UTEpaTypbl, NaLUeHTbl C paHHen maHubec-
Tauuen anuaencum Yalie CTaJKMBAIOTCS C TaKUMK Hapy-
LWEHNIMM NMOBEAEHUS, KaK arpecCUBHOCTb, TPEBOXHOCTD,

[leNpeccMBHOE HACTPOEHWE, HapyLEeHWs CHa W TPyaHO-
CTM B 0BYyYeHWUU, AePULMT BHUMAHUA U TMNEPAKTUBHOCTb
[8, 12]. Tem He meHee, B A@aHHOM KJIMHWYECKOM Ciy4ae
3a4epKeK B HEPBHO-MCUXMYECKOM Pa3BUTUMU He Habnoga-
eTcsl, OIHAaKO Yy NaLUMEHTKM J1. UMeIOTCA NPU3HaKKN arpeccum
N TPEBOXKHOCTH.

®deHOoTMN MauueHTa 3aBUCUT OT 4ucna, NoKanusauuu
W pasmepa ramMapTtoM, a TaKKe OT BO3pacTa, MOCKObKY
B pasHble BO3pacTHble Mepuoabl MPOSBAAIOTCH pasHble
CUMNTOMbI 60N€3HU, KOTopbIX Hemano [13, 14]. Tak, ecTb
BCE OCHOBaHWs nonaraTb, 4TO OTel, pebeHKa TaKkKe cTpa-
JaeT OT TyGEepO3HOro CKAeposa, XOTa KIMHWYEeCKMe Npu-
3HAKMW Y HEro OT/IUYHBbI.

B xome noArotoBKkM matepuanoB ans nybéavKauuu
y NauUMEeHTKM BNepBbIE MOSBUINCH KIMHUYECKUE MposiBNe-
HUA Ha Koxe: 8—10 rMnonUrMeHTHbIX NATEH B Pa3/IMYHbIX
obnacTax Tena, a Takxe 3 yyacTKa «larpeHeBOn KOXW»,
4YTO elle pa3 NOATBEPKAAET pasiMyne CUMNTOMOB. TaKnm
06pa3oM, MOXKHO caenaTtb BbiBOA, YTO MO MPUYMHE pas-
JIMYHOW 3KCMpeccun MNpPU3HaAKOB TyGEpPO3HOro cKieposa
CeMeNrHbIN xapaKTep 3aboneBaHUs TaKKe 3ayacTylo He
ABNSETCA COCTaBASAOWEN CBOEBPEMEHHOW MOCTAHOBKM
npaBuNbHOMO AnarHosa.

[na noATBEPXKAEHUS LMarHo3a MPOBOAMTCH MOJEKY-
NSPHO-reHeTUYecKoe UccnegoBaHue C Lefblo BbiiBIEHNUS
MyTauuun B reHax TSC1 wnmn TSC2 [7, 15]. Ho He Bceraa
yaaeTca ybeauTb poautenen B HeEO6XOAMMOCTM npoBene-
HUA JaHHOro o6cnefoBaHus. B Takux ciyyasix AuarHos
TYGEPO3HOro CKAepos3a ycTaHaBNMBAETCS Ha OCHOBAHWMU
HanM4yMsa ABYX NEPBUYHbIX MPU3HAKOB MW OJHOMO NEPBUY-
HOTO M ABYX BTOPMUYHbIX MPU3HAKOB, KOTOPbIE NpeacTaBne-
Hbl B Ta6n. 2.

B onucaHHOM K/IMHMYECKOM cnydae y nauumeHTku Jl.
nmMeetcs 6onee [ABYX NEPBUYHbIX MPU3HAKOB: KOPKOBblE
Ty6epbl, cybaneHaMMmanbHble y3ibl, cyb6aneHauMManbHas
rMraHTOKNEeTo4YHas acTpouMToMa, YYacTKM «larpeHeBon
KOXXW», TMNOMUIMEHTHbIE NATHA W OAMH BTOPUYHbIN: MHOMXeE-
CTBEHHbIE€ KUCTbI MoYeK. Hannyne Tpex nepBUYHbIX U OJHO-
ro BTOPMYHOrO Npu3HaKa AaeT BO3MOXHOCTb YCTaHOBWTb
HECOMHEHHbIN AnarHo3 Ty6epo3HOro cKkieposa [2].
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KnuHunyeckKoe Ha6noaeHue E Clinical Observation

Ta6nuua 2. JuarHocTuyecKkme Kputepum Ty6epo3Horo ckieposa MexayHapoaHOoM KNMHUYECKOM KOHCEHCYCHOW KOHpepeHLnn

M0 Ty6epO3HOMY CKIEpo3y

Table 2. Diagnostic criteria for tuberous sclerosis of the International Clinical Consensus Conference on Tuberous Sclerosis

TouYHbIW AnarHo3 (nepBUYHbIE NPU3HAKMH)

MpeanonoXutenbHblii AUArHo3 (BTOPUYHbIE NPU3HAKH)

AHrModmbpomsbl nnua (He MmeHee 3) unu GrMbpo3Hble GNALWKK Ha N6y

MHoro4mcneHHole yrnyéneHuns B amanu 3y60oB (He meHee 3)

MnonurMeHTHblE NATHa (He MeHee 3 U He MeHee 5 MM B AMameTpe)

drbpombl B NONOCTH pTa (HE MeHee 2)

HeTpaBMaTnyeckne okonoHortreBble GUBPOMbI (He MeHee 2)

[aMapToMbl BHYTPEHHWX OpraHoB

Y4acTOK «larpeHeBon KOXu»

AXpOMaTUYECKMIA yHaCcTOK ceTYaTon 060N0YKM ra3a

MHOXKeCTBEHHbIE FraMapTOMbl CETHATKM

MATHa TMNa «KOHbETTU» Ha KoXKe

KopKoBble aucnnasun (He meHee 3):

® KOpKOBble Ty6epbl U MUrPaLLMOHHbIE TPaKTbl B 6EN0M BellecTBe
ro0BHOr0 MO3ra;

e cybaneHaMMasbHble y3/bl (He MeHee 2);

e cy6aneHAMManbHasa rMraHToOKNeToYHas acTpouuToma

MHOeCTBEHHbIE KMCTbI MOYEK

Pa6aomunombl cepaLa MHOXECTBEHHbIE UM OAUHOYHbIE

JTIumbaHrnonenoMmomaTos Nerkmnx

MHOYKeCTBEHHbIE @aHTMOMMONUMNOMbI NMOYEK (He MeHee 2)

Ty6epo3HbIM CKIEPO3 SABASETCH MPOrpeccupyolinm
3abosieBaHWeM, CBA3aHHbIM C OO/bWKUM KOMMYECTBOM
OCNOXHeHWM [8, 16]. Takne NauneHTbl HYKAATCS B MOXKMU3-
HEHHOM HaGMIAEHUN MYNBTUAMCLUMAMHAPHON KOMaHAowM
CrneLnanncToB, oLeHKe No3HaBaTebHbIX QYHKLMM B AUHA-
MUKe 1 nposeaeHun MPT, Y3M noyeKk v aHTUINUNenTuye-
CKOW Tepanuu npu pa3sBuTuun anunencuu [17]. Kpome TOro,
HeobxoanmMo GOpPMMUPOBaTL OHKONOTMYECKYIO HACTOPOXKEH-
HOCTb Y TaKMX NaLMEHTOB B CBSI3U C BbICOKOWM Mpeapacnono-
YEHHOCTbIO K OnyxoneBbiM npoueccam [18].

CyliectByeT natoreHeTMyecKoe NieyeHue Ty6epo3HOro
CKNepo3a — npenapar 3BeposIMMYC, HO, K COXaJleHUIO, ero
NPUMeEHEHWe B NPaKTUKe OrPaHUYEHHO U UMEET PSAf CTPOTUX
nokasaHui [19-21].

3AK/TIIOMEHUE

B 3aKkntovyeHne Heo6XxoAMMO ellle pa3 yKkal3aTb Ha onpefe-
JIeHHOe coYyeTaHne GaKTopoB, U B 0OCOBEHHOCTN Bapuabesb-
HOCTb deHOTUNa NauMeHTOB, YTO 3aTPyAHSET AMArHOCTUKY
Ty6epo3HOro ckiepo3a. PedkocTb AaHHOro 3aboneBaHus
M pa3Hoob6pa3re ero NPU3HaKoB OOBLACHAIOT TOT GakKT, YTo
CEeMENHbI aHaMHe3 Ha MpaKTUKe OKalblBaeTcss cobpaH
HEeJoCTaTO4YHO WM HEMpPaBWIbHO MHTEpnpeTnpoBaH. Onu-
CaHHbIN KNMHWUYECKUI CnydYan noATBep»KAaeT 60/blloe 3Ha-
YyeHue npeHaTanbHOM AMArHOCTUKWM, a TakKKe [OoKa3bliBaeT
HeOo6X0AMMOCTb MEXAUCLMMNIMHAPHOIO Noaxo4a B BeAeHUH
TaKuX 60MbHbIX. [103TOMY OCBELLEHWE COXHOCTEN, C KOTO-
pbIMW CTaNKMBaAETCS CeEMbS, rae pPebeHOK MMeEeT TaxKenoe
reHeTMyecKoe 3aboneBaHue, KpanHe BaxkHO. [llogaepykKa co
CTOPOHbI 06LLECTBA, AOCTYMHOCTb TEpanum U peabunutaumnu
M NOHMMaHWE CO CTOPOHbI OKPYXKaloLMX MOTYT 3HA4YUTENbHO
06NerynTb UX KU3Hb.
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OT maTepu nauueHTa MOJy4eHO MNUCbMEHHOe [06po-
BOSIbHOE WMHDOPMUPOBAHHOE corfacue Ha MCchnonb3oBa-
HWe Nony4eHHOM MHOPMaLMKN B UCCNEA0BaTENbCKUX Lienax
1 nyénuKauusax (aata nognucanus: 25.01.2023).
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O6ocHoBaHHue. ba3ucHas Tepanus AeTel C TSKebIM atonuyeckum gepmatutom (AT/[) ABAsSIETCS BaxKHbIM YC0BUEM
JOCTUIKEHUS] HEOBXOAMMOIO KIIMHUYECKOro a¢deKTa He3aBUCMMO OT Bbl6Opa CUCTEMHOIO ieyeHUs. OnucaHue KiauHu4e-
CKoro cnyyasi. Y MasbuymKa, Bo3pacT 9 JIeT, ¢ anobamMu Ha pacripoCTPaHeHHbIE BbiChINaHUs Ha Ty/J10BULLE U KOHEYHOCTSX,
COMPOBOXJAKLUMECS CYXOCTbIO KOXMW U 3Y[OM, YCTaHOBEH AnarHo3 AT/. B nevyeHnn npuMeHsim Tonn4ecKne roKOKOPTH-
KowuAbl, KypC JI0KabHOM Y3KOMOI0CHOM CpeaHEBOIHOBOM oToTepannm 311 HM, TOMMYECKUE MHIMOUTOPLI KaslbLIMHEBPUHA
€O ¢/1ab0# NONOKUTEIbHON AMHAMUKON. B cBA3M ¢ YacTbiMu peynanBamm 3ab60eBaHusl U OTCYTCTBUMEM KOHTPOJIS HaA4 HUM
UHULMUPOBaHa reHHO-UHXeHepHas 6unosiornyeckas Tepanus. Cnyctsi 10 HeJ CTOMKOro y/yulieHUs He OTMeYeHo. PebeHoK
rocnutaan3npoBaH, NPoAo/KeHa LUMKIMYecKass 6uosiorndyecKas Teparnus, npoBeAeHbl KOPPEKLUUS TOMUYECKOro JedYeHus
n MoanpuKaums yxoa 3a KOXKel, Ha3Ha4eHo CPeACTBO U3 rPynbl AMOIEHTOB-IMIOC. [loc/ie KOppeKUMM e4eHus ¢ JobaB-
JIEHWEM 3MOJIEHTOB CrycTa 4 Hel OTMEYEHO KITMHUYECKU 3HaYUMoe CHmxKeHne nHaexkcos EASI n CDLQI, a TakKe CHuKeHue
rnokasatesnei wkaa SCORAD u NRS. 3akntodeHue. CornacHo KIMHUYECKUM peKoMeHZauusaM, 06513aTe/lbHbIM KOMIOHEHTOM
Tepanuu geten ¢ AT He3aBUCUMO OT TAXKECTU TedeHus1 601e3HN ABNAIOTCS CMsrdalolmne cpeactaa. [pescTaBieHHbIN Kin-
HUYECKMI Cllydan NoATBep)KAaeT Lenecoobpa3HoCTb Tepanuu ¢ UCroib30BaHMEM CPEACTB U3 rpyrinbl 3MOJIEHTOB-IIOC,
B pe3ysibTaTe KOTOPOW yAanoCh JOOUTLCA KOPPEKLUMU ANCOYHKLUMM annaepMabHOro 6apbepa u, Kak Cle[CTBUE, BblpaxKeH-
HOIro KIIMHUYECKOro 3¢ peKTa.

Knro4deBble c/ioBa: aToONUYECKUI JEPMATUT, KOXKa, AETU, IMOJIEHT, IMOJIEHT-MJIIOC, KOXHbIN 6apbep, CMAryarLyme cpeacrsa

Ana yntnpoBanunsa: Am6apysH 3.T., AnekceeBa A.[., IBaHuMKoB B.B. Pe3ynbtaThl TEpannun amMofieHTamu Ha GoHe npume-
HEHUS FEHHO-UHXEHEPHOro 6MONOrMYECKOro Npenaparta y pe6eHKa ¢ TaXenbiM aTONMYECKUM A4ePMaTUTOM: KIMHUYECKUN
cnyvyawn. Bornipocsl coBpemeHHou negnatpun. 2025;24(2):90-95. doi: https://doi.org/10.15690/vsp.v24i2.2867

OBOCHOBAHME (JAK). HecMoTps Ha BbICOKYI0 3ddEKTUBHOCTbL NpenapaTos

Atonunyeckunin gepmatuT (AT) — XpOHMYECKoe peuu-
AvBuMpylollee 3ab0/ieBaHME KOXM, XapaKTepusylouieecs
naTo/IorM4eCKUMU U3MEHEHUSAMMU KOXKHOTO 6apbepa, Anc-
6anaHcoOM MUKPOBMOMa KOXKK M pH, TpaHcanuaepmanbHOM
notepen Boabl U Th2-MHAYUMPOBAHHBIM BOcnaneHuem [1].
3aboneBaHue Yalle Bcero AeblTUpPYeT B MadeH4yecTBe
WK B paHHEM AETCTBE M Y 4acTu NaLMEHTOB COXpaHseTcs
Ha MNPOTAXKEHUWN BCEWN XKM3HKU [2]. AT[l BbI3bIBAET 3HAYU-
TeNbHbI OU3BUYECKUN U MCUXONOrMYECKUH AMCKOMOOPT
y NAUMEHTOB M Y1EHOB MX CEMEWN M OKa3blBaET HeraTuBHOE
B/IUSTHUE Ha KadyecTBO MX XKM3HW [2]. JledyeHne AT[ Tpe-
6yeT 3QDEKTUBHOIO KOHTPOJIS OCTPbIX BOCMaUTENbHbIX
cumnTomoB 3aboneBaHua Hapsgy C BOCCTAHOB/IEHWEM
romMeocTtasa KoxHoro 6apbepa.

B nocnegHee pecAtMnetTMe noaxoAbl K CUCTEMHOMY
fIe4YEHUIO NaLMEHTOB CO CPEAHETSKENbIM U TaenbiM AT/,
OblIM 3aMETHO M3MEHEHbl, B YaCTHOCTU BHeApeHbl 6110-
KaTopbl MHTEPSIEMKUHOB (IL) M MHIMOBUTOPOB SHYC-KWHA3

3TUX TPynn, UX BAUAHWE Ha GapbepHble CBOMCTBA KOXM
OrpaHuYyeHHbl, B CBA3M C YeM iedeHune aeten ¢ AT/l peko-
MEHAYETCH NPOBOAUTL C MPUMEHEHUEM CPELCTB HaPYXHOM
Tepanuu [3]. Cpean nocnegHux TonuMyYecKkue cTepowufbl
U MHIMOUTOPLI KalbUMHEBPUHA HABASAIOTCA Mpenapatamu
nepBoOv IMHUK MPU 060CTPEHUSAX KOXHOIO NaToNorMyecKo-
ro npotecca, Torga Kak AOAroCpoYHOE BEAEHME NaLUeH-
TOB OCHOB@HO Ha MPOaKTWBHOM Tepanuu U UCNoIb30BaHUu
COBPEMEHHbIX CPEeACTB AePMaTOKOCMETUKM U 3MOJIEH-
T0B [3]. M3 4ucna nocnegHux Hanbonee adPeKTUBHLIMU
npu AT/l 9BNSIOTCA 3MOJIEHTBI-NOC — TOMUYECKUE Cpes-
CTBa, B COCTaB KOTOPbIX BXOAAT aKTUBHble HeMeauKa-
MEHTO3Hble BellecTBa. IPDEKTUBHOCTb IMONIEHTOB-MIOC
onocpefoBaHa HECKOJIbKMMU CUHEPTUYECKUMU MEXaHU3-
MaMu AeWCTBUA, BKIOYas NoAAeprKaHue NUNUAHOro cnos
KOXHOro 6apbepa, NpefoTBpalleHne TpaHcanuiepmalsb-
HOW MOTEepU BOAbl U YBNAXXHEHWE KOXWU, YMEHblueHue
NOKanbHOro BocnaneHus u MHTEHCUBHOCTH 3yaa [4].



HwXe npeactaBneH KIMHUYECKUH cnydan amnnanduka-
LnK TepaneBTUYECKOro adpdeKTa Noce KOPPEKLUK HapyK-
HOro yxofa 3a Koxeun y nauueHta ¢ AT, ¢ UCNONb30BaHU-
eM cpeactB ouuueHus (kpem-renb Lipikar Syndet AP+)
1 yBlaxHeHus Koxu (Lipikar Baume AP+M).

KNIUHUYECKUIA NPUMEP

O nauueHTe

ManbyunKk, Bo3pact 9 net 4 mec, rocnuTanuavpoBaH
C Xano6amu Ha coxpaHstoLmMecs pacnpocTpaHeHHble 3yas-
M€ BbICbIMAHMS U CyXOCTb KOXKHOMO MOKPOBa.

AHamHe3 3a6os1eBaHNsA

Co cnoB 3aKOHHOrO MNpeAcTaBUTENss U COrNacHO AaH-
HbIM MEAMLMHCKOW [AOKYMeHTauuu, AebloT 3abosieBaHus
C MepBbIX MECSLEB XWU3HU C NOSBAEHUEM IPUTEMATO3HbIX
NATEH Ha KOXe nuua, TynoBula M KoHeyHocTen. [pwu
KOHCynbTaLuMn Bpadva-neguatpa v gepmatonora no Mecrty
XUTENbCTBa YCTaHOBNEH AnarHos AT/, no noBoay KOTOpPOro
nauneHT noslydan Kypcamu TOMMYECKUE KOPTUKOCTEPOUAHI,
aHTUIUCTaMWUHHbIE MpenapaTbl U 3MONEHTbl. B TeyeHue
HECKONIbKMX NIET MPOLLECC HOCUA PELMAMBUPYIOLLUIA XapaK-
Tep C MeANeHHOM oTpuuaTenbHOM AMHaMUKOW. B Bo3pacTe
8 net OTMETWAM MPOrpeccMpoBaHME KOXKHOro npouecca,
yacToe npucoeguMHeHue BTOPUYHOM MHPEKLMU, B CBA3M
C KOTOPOM MNaLMeHT nonyvyan CUCTEMHYIO aHTUOaKTepmasb-
Hylo Tepanuio. C Te4eHNneM BpeMeHM NaTtonorMiyecKknin npo-
Liecc npnobpen HenpepbiBHO PELMAMBUPYIOLLMK XapaKTep
C He3HayuTeNbHbIM OTBETOM Ha HECKOMbKO KypcoB Tepa-
NUKW, BKAOYaBLLUEN TOMMYECKME TNIOKOKOPTUKOMAbLI Khac-
ca lll, a TakXe aHTUIMCTaMUHHbIE U AHKCUOJIUTUYECKUE
npenapatbl, MCMO/Ib30BaHWE KOTOPbIX OCYLLECTBASANOCH
HenpepbiBHO B TeyeHne 3—4 Hep.

YauTbiBas TOPMUAHbLIM U HENPEepbIBHO PeLnavBUpYyLo-
LMK xapaKTep 3aboneBaHus, B Bo3pacte 9 neT nauyueHt
Obl1 rOCNUTaANUM3MpPOBaH B CMNeLManM3nupoBaHHOe oTaene-

HWe deaepanbHOro KIAMHUYECKOro LeHTpa, rae B CBSA3M
C TSXKECTblo 3a60MEeBaHUSA U OTCYTCTBMEM KOHTPOAS C Npu-
MEHEHWEM TOMMYECKMX CPEACTB Oblila UHULMUPOBAHA MrEeHHO-
WMHXXeHepHaa 6uonorMyeckas Tepanus npenapaToMm Aynu-
nymat no cxeme 200 mr pas B 2 Hef NOAKOXHO, Ha3Ha4vyeH
KypC Hapy*KHOM KOMOWHMPOBAHHOW TOMUYECKOW Tepanuu
1 Y3KOMOJIOCHOM cpeaHeBONHOBOM doToTepanum 311 HMm.

B TeyeHWe HECKONbKMX Hefenb Nnocsie Havyana Tepanuu
Habn4ancsa YaCTUYHbIA NONOKUTENbHBIN 3ddeKT. 1o npu-
YyMHEe HeobXxoaMmOoCTM npoBeaeHns Ha 10-M Hen nedvyeHus
LMKIIMYECKON TEHHO-UHXKEHEPHOM BUONOrMYEeCcKomn Tepanuu
MHrméuTopom IL-4/13, a TakKe C y4eTOM COXpPaHSIOLWMXCS
NaToNOrMYECKUX M3MEHEHWMIA KOXHOIMO MOKPOBa MaLMEHT
Obl1 FOCNUTANN3UPOBaH B OTAENEHWE AepMaTONOrMu CTa-
LUMoHapa Ons geTten c uenblo NpoBeAeHUs AaNbHENLW KX
ne4ebHO-AMarHoCTUYECKMUX MEPOTPUATHUN.

AHaMHe3 YXU3HHU
ANnepronormnyeckun aHamHes nauneHTa He OTSATOLLEH.
MaTb nauueHTa cTpajaeT BUTUIINTO.

dusnkanbHas AUarHocTuKa

dusnyeckoe pasBUTME MNPU MNOCTYMNEHUU COOTBET-
CTBYyeT BO3pacTy, rapMoHuyHoe. CocTtosiHue 60/bHOro no
OCHOBHOMY 3a60/1eBaHWI0 — TKeNoe No NpuMYyMHe pacnpo-
CTPaHEHHOr0 KOXKHOro MaToNorMyecKkoro npouecca; oéuiee
cocTosiHne — ygoBneTBopuTenbHoe. o opraHam M cucTe-
MaM — 6e3 naTtonornun. Ctyn perynsipHbii, odGOpPMAEHHbIN.
MoueuncnyckaHue perynsipHoe, He HapylueHo.

Status localis: KOXHbIY NaToNOrM4YeCKM NpoLecc HOCUT
pacnpocTpaHeHHbI XxapakTtep (puc. 1). Ha Koxe nuua
B MepuopasbHOM 06nacTn OTMevalTcs 3puTeMaTO3Hble
NATHA C MYKOBWMAHbIM LIENYWEHUEM, a TaKXKe runepemus
KpacHOW KanMbl ry6, aputema n cknagku JleHHn — MopraHa.
Ha Ko)e wewu, TyNoBMULWA U KOHEYHOCTEM — pacnpocTpa-
HEHHble 3aCTOMHblE MHPUABTPUPOBAHHbIE Nanynbl U NATHA,
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Results of Emollient Therapy in a Child with Severe Atopic

Dermatitis Treated with Genetically Engineered Biological Drug:
Clinical Case

Background. Baseline therapy for children with severe atopic dermatitis (AD) is crucial for achieving required clinical effect, regardless
the systemic treatment variants. Clinical case description. The boy, 9 years old, had complaints on widespread rashes on the body
and limbs accompanied by dry skin and itching and was diagnosed with AD. Topical glucocorticoids, course of local medium wave
narrowband phototherapy of 311 nm, topical calcineurin inhibitors were used in the treatment but with weak positive dynamics.
Genetically engineered biological therapy was initiated due to frequent relapses and lack of disease control. No persistent improvement
was noted after 10 weeks of therapy. The child was hospitalized, cyclic biological therapy was continued, topical therapy was corrected,
and skin care was modified, the emollient-plus drug was prescribed. Clinically significant decrease in EASI and CDLQI indices, as well
as a decrease in SCORAD and NRS scores was noted 4 weeks after treatment correction and emollients implementation. Conclusion.
Emollients are mandatory in the management of children with AD (despite the disease severity) according to clinical guidelines. This
clinical case confirms the feasibility of therapy with emollient-plus agents, as it was possible to achieve the correction of epidermal
barrier dysfunction and significant clinical effect.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. CocTosiHWe KOXHOro NoKpoBa y nauueHTa ¢ AT/l Ha 10-i Hea Tepanuu aynunymaGoM U NPUMEHEHWSI HaPYKHbIX CMAMYaloLmX CPeACTB
Fig. 1. Skin condition in a patient with AD at 10th week of dupilumab and external emollients administration

MpumeyaHue. OTMEYaTCH pacnpoCTpaHEHHbIE MHTEHCUBHO 3yasLiMe BbICbINaHUs € nopa)keHneM 061acTu LWew, TOKTEBbIX U NOAKONEHHbIX
obnacTten, reHepannM3oBaHHas CyxoCTb U UHTEHCUBHOE MENTIKONNacTUHYaToe LWenyLeHne.

MUcTouHMK: AMBapysH 3.T. 1 coaBT., 2025.

Note. There are widespread intensively itching rashes with lesions of the neck, elbows and popliteal surfaces, generalized dryness, and severe

small-plate peeling.
Source: Ambarchyan E.T. et al., 2025.

4aCTb M3 KOTOPbIX 3KCKOPUMPOBAHbI U MOKPbITbI FEMOp-
parMyecKMMmn Kopoykamu. B obnactv WEeNWHOW CKNagKu,
JIOKTEBbIX W KOMIEHHbIX CrMOGOB OTMEeYaeTcs yMepeHHas
nmxeHnoduKkaumnsa. KoxHbIM MOKPOB CyXOW, OTMEeYaeTcs reHe-
panuM3oBaHHOEe MenKonaacTuHyatoe wenyweHune. OueHKa
MHTEHCMBHOCTM 3yaa no 10-6anibHON BU3yanbHO-aHasNo-
roson wkane (Itch Numeric Rating Scale; NRS) coctaBuna
7-8 6annoB (3ya TaKenon creneHu). OLEHKA TAXKECTU
TeyeHus 3aboneBaHns ¢ UCMNOAb30BaHMEM MHAeKca EASI
(Eczema Area and Severity Index) coctaBuna 20,7 6anna
(7,1-21,14 — AT cpeaHew CcTeneHu TAKECTU); MHOEK-
ca SCORAD (Scoring Atopic Dermatitis) — 40,1 6anna
(25-50 — cpegHeTskenoe TevyeHue 3aboneBaHus).
OueHKa KayecTBa KWM3HU C WUCMNOMb30BaHWMEM [AETCKOro
onpocHuKka CDLQI (Children’s Dermatology Life Quality
Index) coctaBuna 12 6annos (0—1 — OTCYTCTBME BAUAHUSA
Ha Ka4yeCTBO XXM3HU, 2—6 — Hebosbluas CTeNeHb BAUSHUS,
7-12 — cpenHasa cteneHb BAMaHUS, 13—-18 — 3HayuTenNb-
Hoe BnuaHue, 19—-30 — aKcTpemasnbHas cTeNeHb Hapylle-
HUS U BAUSHWUS Ha KAQYeCTBO XKU3HW).

MpeaBapuTenbHbi AUArHo3

ATONMYEeCKUin gepmaTuT, 4eTCKUI nepuos, cTaans Bblpa-
EHHbIX KJIMHUYECKUX MNPOSBAEHUIN, PacnpoCTPaHEHHbIN,
TSXKENOro Te4eHus.

[AMHamMuKa u ucxopabl

HecmoTps Ha coxpaHstoweecs Taxenoe Te4eHne 3abo-
fleBaHus C HeJoCTaTO4YHbIM OTBETOM Ha MPOBOAMMYIO EH-
HO-MHXXEHEePHY0 OGMONOMMYECKYID Tepanuio MHIMOBUTOPOM
IL-4/13, 6bI10 NPUHATO PeELIEHUE O COXPAHEHWUU TAKTUKMK
CUCTEMHOrO nevyeHuns. Bmecte ¢ Tem, B naaH Tepanuu 6biaum
BK/OYEHbl NIOKaNbHOE NPUMEHEHWE B Haubonee aputema-
TO3HbIX O4arax Ha KOxe TyNOBMLA U KOHEYHOCTEW Kpema
C TOMMYECKMM [IOKOKOPTUKOMAOM 1 pa3 B CyTKM B Teye-
HWe 7 CyT, a TaKKe exeAHeBHOe ABYKpaTHOE yBaXKHEeHUe
BCEro KOXHOro MOKPOBa, 3a MWCK/IOYEHMEM BONOCUCTOM
4aCTu ronoBbl, TMNMAOBOCMNOHAOWMM 6anb3aMoM, CoOaep-
allnM B KayecTBe AOMOSHUTENbHOr0 KOMMOHEHTa nn3aTt

6aKTepun, cnocobCTBYIOWMIA BOCCTAHOBJIEHUIO 3aALLUTHOIO
6apbepa KOXMK, OOHO M3 KOTOPbIX NMPOBOAWMAM MOCAE MpwU-
HATUS NaLMEHTOM Aylia € refieM, B COCTaB KOTOPOro TaKxe
BXOAMT Nm3at OGakTepui. B KayecTBe cpefcts no yxoay
Oblna BblbpaHa nuHenka Lipikar Baume AP+M wu Lipikar
Syndet AP+ (L’Oreal, ®paHuus). Bo BpeMs rocnutanmaaumnm
He 6bl/10 BbIIBNEHO HeXenaTenbHblX peakunt HM Ha O4HO
M3 NpUMEHSEeMbIX CPEACTB.

MauneHT BbiNUCaH C peKoMeHAauusaMu NPoAoAKaTb
FEHHO-UHXKEHEePHY0 OGMOMOrMYECKYI0 Tepanuio B coyeTta-
HUU C MHULUMUPOBAHHBLIM B OTAENEHUU HaPYKHbIM YXOLOM
C UCnonb3oBaHWeM cpeAacTB Lipikar gna exxegHeBHOro 04u-
LWEHUS U PEerynsipHoro yBnaxKHeHus.

Ha MOMeHT MOBTOPHOro BU3KUTa 4Yepel3 28 cyT (4epes3
O[HO BBeAeHWe UMKINYEeCKON OBMONIOrMYEeCcKOn Teparuu)
oTMeYeH perpecc 60/bliert 4acTu BbICbINaHW (puc. 2).
B obnacTtv LWeun, NOKTEBbIX U MOAKONIEHHbLIX CrMBOB OTMeE-
yatoTcs nerkas aMxeHnduKkauuns m aputema. HoBbIX BbIChI-
NaHWM He OTMe4YyeHO. Ha mMecTe MperKHUX — OTTOpXKEeHue
KOpOYeK, o4arn runonurmeHtauuu. lNpu3HaKoB Kceposa
He Habnoganu. Hortn n Bonockl He U3MeHeHbl. Cnn3ncTble
060/I04KM MHTaKTHbl. becnokouT anu3oauMyecku 3ya
C OLIEHKOW MHTEHCMBHOCTKU 2 6anna no 10-6annibHOM BU3Y-
anbHo-aHanoroBsow WwkKane; EASI — 4 6anna, SCORAD —
11,2 6anna, CDLQlI — 1 6ann.

MporHos

BbnaronpuaTHbIn. Y4uTbiBas ObICTPbIM U Ka4E€CTBEHHbLIN
OTBET Ha YCU/IEHWEe CUCTEMHOM Tepanuu cpeacTBamu U3
rpynnbl 3MONEHTOB-MJOC, MOXHO OXWAaTb HaCTynAeHUs
MeAUKaMeHTO3HON pemuccun. OgHako BO M3bexkaHue
YCKONb3aHUs addeKTa U COXpaHEHUS OCTUTHYTbIX pesy/b-
TaTOB Tepanuu B TeYeHWe AUTENbHOMO Nepuoja BpeMeEHHU
Heo6xo4MMO cob6loAeHne TeKyLero nnaHa NeyeHus Ha
NPOTSXEHUU MECSLIEB, @ BO3MOXHO, U /ET.

BpemeHHas wKana
XpOHONIOrMa pa3BuUTUA 6ONE3HN Yy NauMeHTa u ee K-
yeBble COObITUSA NpeAcTaBneHbl Ha puc. 3.



Puc. 2. CoctosiHME KOXHOro NoKpoBa Yy nauueHTa ¢ AT/l ¢ JONOTHUTENbHON aKTUBHOW Tepanuen aMoneHTaMmu
Fig. 2. Skin condition in a patient with AD on additional active emollient therapy

MpumeyaHne. OTMevaeTcs perpecc 60/blIEN YacTW BbiCbiNaHWi Ha GOHE COYETaHHOM Tepanuu AynuaymMabom U SMONEHTaMU C paspeLleHnemM
BOCMNaNUTENbHbIX 31EMEHTOB U MEANEHHbBIM PErPECCOM NIMXEHUPULMPOBAHHBIX Y4aCTKOB KOMXM.

McTouHmK: AMGapusaH 3.T. 1 coaBT., 2025.

Note. Most of the rashes have regressed on combined therapy with dupilumab and emollients with resolution of inflammatory elements and

slow regression of lichenified skin areas.
Source: Ambarchyan E.T. et al., 2025.

Puc. 3. XpoHonorusa pa3sutusa 601e3H1 U ee Kto4eBble COObITUS
Fig. 3. Disease course and its key events

B cBA13K € TAXeCTbio 3a60/1eBaHNs,

HEMpepbIBHO PELMANBUPYIOLIMM TeYEHUEM MosTopHas
1 OTCYTCTBMEM KOHTPO/IA Ha (oHe rocnutanusaums,
3abonesaHve nmeet TOMUYECKMX CPE/CTB, MOMUMO NPOBEAEHHOro OLeHKa KIMHUYECKOro
BOJIHOO6pPasHoe Kypca Hapy>HO1 KOMGUHMPOBaHHOM abdekTa. MpuHaTHe
MosiBNEeHME NEepBbIX TeyeHue TOMMYECKOW Tepanmuu, y3Konos0CHOM peleHns
BbICLINAHWII B BUAE C nepuofamm cpeaHeBonHoBOW doToTepanun 311 Hm, 0 fa/nbHenwen
3PUTEMATO3HbIX MSITEH 060CTpeHnH 6blfla MHULIMMPOBAHA FEHHO-UHKEeHepHas TaKTUKe BeeHus
Ha KOXKE LUEK U pemMuccui 6uonoruyeckasn Tepanua uHrnéutopom IL-4,/13 nauueHTa

MporpeccupoBaHne KOXHOro NaToaorMyeckoro
npotiecca, pacnpocTpaHeHWe BbiCbiNaHNi
Ha KOXY TyNI0BWLLa, KOHEYHOCTEN, yCcuneHue 3yaa,
BMepBble YCTAHOBNEH AWArHO3:
«ATONUYECKUI aepMaTuT»

focnutanusauus B otaeneHne
nepmatonoruun Yyepes 10 Hep nocne
MHULMALMA GUONOrMYECKOM Tepanuu,
MoanduKauma yxofa 3a KOXen,
NpUMeHeHWe aMoNeHTa-MC

MporHo3 6naronpusaTHbIN,
OXnaaeMbln abdeKT —
yNnyyLEHWe CO CTOPOHBI

KOXHOrO mpoLecca,
KynupoBaHue 3yaa

OBCYXAEHUE

Mo HeKkoTopbiM AaHHbIM, oT 37 o 50% peten pasnuy-
HOro Bo3pacta ¢ AT/ cpedHETSKENON U TAXKENOon CTEMNEHM
He gocturatoT nokasartensa EASI meHee 7 6annoB B TeyeHue
1 roga [5]. OnucaHHbIM HaMK NaUMEHT ABASSICA NPUMEPOM
TAKOro pesy/nbTata NeyeHus, OAHaKO KOPPEeKLMs Tepanuu
¢ 6a3MCHbIM YXO4OM 3a KOXEM B KOPOTKME CPOKM MnpwuBe-
Na K [JOCTUMEHMIO KenaemMoro KIMHWYECKOro pesynbraTta.
Ony6anKoBaHO MHOMECTBO PaboT, MOCBAWEHHbIX U3YYEHUIO
PONN 3MONEHTOB B OTHOLIEHWUW NEFKOTO U CPEAHETSKENOro
AT/l y neten, oAHaKo AaHHble 06 UX PONK NPU TaXKeNbIX dopmax
€0VHUYHbI. Tak, B HeAaBHO OMNy6GIMKOBaHHOM McCcneaoBaHum
€ yyacTvem 57 B3pOC/bIX MALMEHTOB OTPaXKEH aHaNOMMYHbIN
NOAXOA B MPUMEHEHUMN CPEACTB M3 rpynnbl SMOMEHTOB-MNIOC
B AOMNOSIHEHME K CUCTEMHOM Tepanuu, YTo NO3BOAWMIO 3HAUU-
TENbHO YMEHbLWWTb 3y U NOBbICUTb KA4€CTBO KU3HU [6].

Ponb anugepmanbHon AUcPyHKLMU B NnaToreHese

aTonu4yecKoro gepmartura

3a nocnegHue pecaAtTuneTus nNpeactaBieHO Hemano
JaHHbIX, NOATBEPXKAAIOLWMX BaKHYO Pofib AUCHYHKLMM
anugepmasnbHoro 6apbepa B natoreHese At/. Takue Hapy-
WEeHNS XapaKTepu3yloTcs MNOBPEXAEHWEM LEeNOCTHOCTH
rMAPONUNUAHOM NNEHKU U CTPYKTYPbl CNOEB anuaepMuca,
M36bITOYHOM TpaHCaNMaepManbHOM NOTEPEN BOAbI, @ TaK-
YK€ MOBbILWEHHON MPOHULAEMOCTbIO KOXHOIO NMOKpoBa And
annepreHoB M MppuTaHToB [7—9]. YKa3aHHble UBMEHEHUN
y nauneHToB ¢ AT/l HabnoaaloTCa KaKk Ha Nopa*kKeHHOM, TaK
W Ha BM3yanbHO 340poBoi Koxe [10]. OCHOBHbIMK MNpK-
YMHaAMKU AUCOYHKLMM anugepmManbHoro 6apbepa aBASIOTCS
avcbanaHc B3auMMOAEWCTBMW Mexay npoteasamMu U WX
MHrnéemtopamu [11], Heynopsgo4YeHHble MIOTHblE KOHTaK-
Tbl (tight junctions) [12], CHMWXeHHas 3Kcnpeccus anu-
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AepMalbHbIX CTPYKTYPHbIX GEIKOB Y M3MEHEHHbIN COCTaB
MEXKNEeTOYHbIX nMnnaos [13].

Ponb 3MONEHTOB NpU aTONMUYECKOM AiepmaTute

OMONEHTblI UCNONb3YyTCA ANg NpodunakTuku At mam
B KayecTBe CMAryalwLwmnx cpeacts B 6a3oBon tepanun At
ons 6onee GbICTPOr0 AOCTUXKEHUSA KOHTPONA Had TEYEHMU-
em 3aboneBaHus. OTaeNbHbIM KNacCc CPeacTB «3MOSEHTbI-
nac» BAUSET Ha COCTaB MUMKPOBGMOMA KOXM M BOCCTaHOB-
fleHMe KOXHOro 6apbepa B CBA3WM C HalM4YMEM B CBOEM
cocTaBe /IMMUAHbIX KOMMIEKCOB, aHaNOrMYHbIX eCTECTBEH-
HOMY NIMMMAHOMY COCTaBY KOXMW YeNoBeKa, YBAaXKHSAOWMX
KOMMOHEHTOB (Hanpumep, LepamuaoB), NPOOGUOTUYECKMX
dparMeHTOoB, a TakXe 6narogaps YPOBHK KUCIOTHOCTH,
aHanorMyHomy pH KOXM, 4TO MPUBOAWUT K YMEHbLUEHMUIO
obpas3oBaHus 6uonneHoKk Staphylococcus aureus v npea-
oTBpalleHuto gucburosa [3].

OaHUM U3 NpeacTaBUTENEN Knacca «3MOJIEHTbI-MNJIOC» ABAS-
eTcs NIMNMAoBOCHONHAWMIA 6anb3am Lipikar Baume AP+M,
B COCTaB KOTOPOro BXOAAT 3anaTeHTOBaHHbIM aKTUBHbIW
KoMMoHeHT Aqua Posae Filiformis, Microresyl, macna
KapuTe M WK, HWMaLUMHaMWG, a TaKKe TepMaibHas Boja
La Roche-Posay.

B pa6ote V.F. Mahe 1 coaBT. 6b110 NPOAEMOHCTPUPOBA-
HO, YTO Aqua Posae Filiformis — nu3aT rpaMmoTpuLaTenbHbIX
6aKtepun Vitreoscilla filiformis — cnoCcob6eH aKTUBWUPO-
BaTb 3HAOrEHHbIE KOXHble aHTMOKCUAAHTbLI M YBENMYNBATb
CeKpeLmio aHTUMUKPOOGHbIX NENTUMAOB Yepe3d CUrHasbHbIN
nyTb toll-nogo6Horo peuentopa 2 W NPOTEMHKWMHA3bl C,
Moaynupys BocnaneHue npu At [14].

KomnoHeHT Microresyl MHTMOGUpPYET aKTUBHOCTb TUMMUYE-
CKOro cTpomanbHoro numdonoatuHa u IL-8, a TakKe orpa-
HUWYMBAET aaresunio S. aureus K Knetkam anugepmuca [15].
MpoTMBO3yAHblIE CBOWCTBA KaK HEOTbEM/IEMbIM KpUTEPUH
BblObOpa cMmsaryatoulero cpefcrtsa B Lipikar Baume AP+M
06YyCNOBMEHbl HAIMYMEM HMaLMHaMKaa. 3TM U apyrue Aonon-
HWUTE/NbHbIE CBOWCTBA AalOT BO3MOXKHOCTb JOOMUTLCSA Y NaLuu-
eHTOB cTepouacbeperaouero apdeKrta B npouecce Au-
TENbHOTO Kypca fle4eHus, a TakKe npoaneBaTb nepuoabl
pemuccun At [16]. daxe npu OTCYTCTBUMU KIMHUYECKMUX
CUMMNTOMOB 60NI€3HU CYLLECTBYET HEOOXOAMMOCTb MPOAOI-
aTb OCYLECTBAATb 6a3MCHbIN YyXO4 3a KOXEeW, BK/OYalo-
LMW perynspHoe Mcrnofib3oBaHMe aMoneHToB-noc [17, 18].
NlnHerka cpeacts Lipikar npoTectMpoBaHa noj KOHTponem
[epmMaTtonioroB M neavaTpoB M paspelleHa K NPUMEHEHMIO
C POXKAEHUS.

3AK/TIOYEHUE

AT/l AaBnsieTca cepbe3HOM MeANKO-CoLManbHOn npobne-
MOW. BONIbWINMHCTBO XPOHUYECKUX AEPMATO30B COMPSAXKEHbDI
C HapyleHUeM 3allUnTHOM PYHKLMU KOXM U MOTYyT ObiTb
He TO/MIbKO ero MnpWYynHOM, HO W cneacteueM. CornacHo
pasnuyHbiM UccnefoBaHUaM, B natoreHese AT/ BaKHylo
pofib UrpaloT reHeTUYeCKU OO6YCNOBMEHHbIE HapyleHUs
anuaepManbHoro 6apbepa, 4TO MNOAYEPKMBAET OCTPYIO
Heo6XxoaMMOCTb B O0COBOM yxode 3a CKJIOHHOW K aTonuu
KOX€eW C aKLUEeHTOM Ha BOCCTaHOBNEHWE CTPYKTYPHO-DYHK-
LIMOHANbHOIO COCTOSIHMS anuaepmMuca. TOMMYECKUH yxon
SABNSETCA OAHOM M3 camblX AOCTYMHbIX W AEWCTBEHHbIX
Mep noaaepxaHus U yKpenneHuss 6apbepHor yHKLMK

KOXMW. B cTaTbe paccMOTpeHbl BO3MOXHOCTU WM Mepcrnek-
TUBbl BOCCTAHOB/NEHUA 3NuAepManbHOro 6Gapbepa npwu
MOMOLLM CMArYaloWmMX CPeacTB — IMOJSIEHTOB, a TaKxKe
POJfib 3MOJSIEHTOB B KOMMJIEKCHOW Tepanuu aToMMYecKoro
aepmaTuTta. HoBoe NoKoneHWe 3MONEHTOB-MIOC COAEPHKUT
aKTWBHbIE WHIPEAMEHTbI, HaleNeHHble Ha KOMMIEKCHOe
peweHne npobaemM Cyxom aToMMYHOM KOXMWM — BOCCTAHOB-
fleHne nunuaHoro 6apbepa, NOBbllEHWEe YBAaKHEHHOCTH
KOXM, YCTpaHeHMe BOCManeHns v perynsumio aucéanaHca
MHUKpo6UoMma.

WHO®OPMUPOBAHHOE COINIACUE

OT poauTenen nauneHTa noay4eHo NMCbMeHHoe MHDOoP-
MUpOBaHHOE A06pPOBOSIbHOE corfacue Ha nybnauMKauuio
pe3ynbTaTtoB 06cnefoBaHUA U JIEYEHUS, a TaKkKe U3obpa-
weHun (botorpadun) pebeHka B MeAULMHCKOM XypHane,
BK/IlOYAA €ro 3/IEKTPOHHYI0 BepcUio (Aata nognucaHus
cornacus: 01.02.2025).

INFORMED CONSENT

Patient’'s parents have signed written informed
voluntary consent on the publication of examination and
treatment results as well as child’s images (photographs)
in medical journal, electronic version included (signed on
01.02.2025).

BbIPAXXEHME MPU3HATE/IbHOCTU

BblparkaeM nNpu3HaTeNbHOCTb 3aKOHHbIM MNpeacTaBu-
TenaM NauneHTa 3a cornacve Ha nybnuvkauuio pesynbra-
TOB 06CnefoBaHus, NeYeHns U MeauLUMHCKUX GoTorpadum
pebeHkKa.

ACKNOWLEDGMENTS

We express our gratitude to the patient’s legal
representatives for allowing us to publish examination
and management results as well as child’s medical
photographs.

UCTOYHUK ®PUHAHCUPOBAHUSA
OTcyTcTBYET.

FINANCING SOURCE
Not specified.

PACKPbLITUE UHTEPECOB

3.T. AMGapysH — nMoay4YeHUe uccnegoBaTeibCKUX
rpaHToB oT KomnaHnun Eli Lilly, Novartis, AbbVie, Pfizer,
Amryt Pharma plc, roHopapoB 3a Hay4HOe KOHCY/bTUpOBa-
Hue oT Johnson & Johnson.

OcTanbHble aBTOpbl CTaTbM MOATBEPAWAN  OTCYT-
CTBME KOHONIMKTa MHTEpPecoB, O KOTOPOM HeOo6Xo4uMo
CO0OWMNTb.

DISCLOSURE OF INTEREST

Eduard T. Ambarchyan — receiving research grants
from companies Eli Lilly, Novartis, AbbVie, Pfizer, Amryt
Pharma plc, fees for scientific counseling from Johnson &
Johnson.

Other authors confirmed the absence of a reportable
conflict of interests.



BKJIA ABTOPOB

3.T. AMGapysiH — y4acTve B HanucaHun n peaakTupo-
BaHWW PYKOMUCH, YTBEPKAEHUM OKOHYATENbHOIrO Bap1aHTa
ans nyénukaumu.

A.[l. AnekceeBa — c60p AaHHbIX, yHacTUe B HanNMcaHUm
TEKCTa PyKonucu, 0630p Hay4yHbix Ny6AMKauUMK Mo Teme
cTaTbM, MpOBEAEHNE aHann3a AaHHbIX.

B.B. UBaH4YMKOB — cOOp AaHHbIX, y4acTue B Hamnuca-
HUM TEKCTa PyKOMMUCK, 0630p Hay4HbIX Ny6MKaALMWIK NO TeMe
CcTaTbM, MPOBEAEHNE aHann3a AaHHbIX.

AUTHORS’ CONTRIBUTION
Eduard T. Ambarchyan — manuscript writing and
editing, approval of the final version for publication.

CIMUCOK JIUTEPATYPbI / REFERENCES

1. Bieber T. Atopic dermatitis: an expanding therapeutic pipeline
for a complex disease. Nat Rev Drug Discov. 2022;21(1):21-40.
doi: https://doi.org/10.1038/s41573-021-00266-6

2. Esaki H, Brunner PM, Renert-Yuval Y, et al. Early-onset
pediatric atopic dermatitis is TH2 but also TH17 polarized in skin.
J Allergy Clin Immunol. 2016;138(6):1639-1651. doi: https://doi.
org/10.1016/j.jaci.2016.07.013

3. Maintz L, Bieber T, Simpson HD, Demessant-Flavigny AL. From
skin barrier dysfunction to systemic impact of atopic dermatitis:
implications for a precision approach in dermocosmetics and
medicine. J Pers Med. 2022;12(6):893. doi: https://doi.org/
10.3390/jpm12060893

4. Araviiskaia E, Pincelli C, Sparavigna A, Luger T. The Role of
a Novel Generation of Emollients, ‘Emollients Plus’, in Atopic
Dermatitis. Clin Cosmet Investig Dermatol. 2022;15:2705-2719.
doi: https://doi.org/10.2147 /CCID.S389697

5. Siegfried E, Simpson EL, Boguniewicz M, et al. Dupilumab
treatment provides long-term improvement in itch in pediatric
patients with moderate-to-severe atopic dermatitis over 1 year.
British Journal of Dermatology. 2024;190(Suppl 2):ii56-ii57.
doi: https://doi.org/10.1093/bjd/ljad498.058

6. Magnolo N, Jaenicke T, Tsianakas A, et al. Comparison of
different skin care regimens in patients with moderate to severe
atopic dermatitis receiving systemic treatment: A randomized
controlled trial. J Eur Acad Dermatol Venereol. 2023;37(Suppl 5):
18-26. doi: https://doi.org/10.1111 /jdv.18949

7. MypawkuH H.H., HamazoBa-bapaHosa J1.C., OnpstvH J1.A. v ap.
Bronorvyeckas Tepanus CpefHETSKENbIX U TSXeNbIX Gopm aTonw-
4YeCKOro gepMaTtuTta B 4ETCKOM Bo3pacTe // Bornpockli coBpeMeEHHOM
neanatpmum. — 2020. — T. 19. — N2 6. — 432-443. — doi: https://
doi.org/10.15690/vsp.v19i6.2145 [Murashkin NN, Namazova-
Baranova LS, Opryatin LA, et al. Biologic Therapy of Moderate and
Severe Forms of Atopic Dermatitis in Children. Voprosy sovremennoi
pediatrii — Current Pediatrics. 2020;19(6):432-443. (In Russ).
doi: https://doi.org/10.15690/vsp.v19i6.2145]

8. Grobe W, Bieber T, Novak N. Pathophysiology of atopic dermatitis.
J Dtsch Dermatol Ges. 2019;17(4):433-440. doi: https://doi.
org/10.1111/ddg.13819

9. Nakahara T, Kido-Nakahara M, Tsuji G, Furue M. Basics and recent
advances in the pathophysiology of atopic dermatitis. J Dermatol.

Anastasiya D. Alekseeva — data collection,
manuscript writing, review of scientific publications on the
manuscript topic, data analysis.

Vladislav V. Ivanchikov — data collection, manuscript
writing, review of scientific publications on the manuscript
topic, data analysis.

ORCID

3.T. AMGapusaH
https://orcid.org/0000-0002-8232-8936
A.[l. AneKkceeBa
https://orcid.org/0000-0003-3003-9398
B.B. UBaHuYMKOB
https://orcid.org/0000-0002-6760-3119

2020;48(2):130-139. doi:
8138.15664

10. Yang G, Seok JK, Kang HC, et al. Skin Barrier Abnormalities
and Immune Dysfunction in Atopic Dermatitis. Int J Mol Sci.
2020;21(8):2867. doi: https://doi.org/10.3390/ijms21082867
11. Halling-Overgaard AS, Kezic S, Jakasa |, et al. Skin absorption
through atopic dermatitis skin: A systematic review. Br J Dermatol.
2017;177(1):84-106. doi: https://doi.org/10.1111 /bjd.15065
12. Zaniboni MC, Samorano LP, Orfali RL, Aoki V. Skin barrier in atopic
dermatitis: Beyond filaggrin. Bras Dermatol. 2016;91(4):472-478.
doi: https://doi.org/10.1590/abd1806-4841.20164412

13. McLoughlin 1J, Wright EM, Tagg JR, et al. Skin Microbiome-
The Next Frontier for Probiotic Intervention. Probiotics Antimicrob
Proteins. 2022;14(4):630-647. doi: https://doi.org/10.1007/
$12602-021-09824-1

14. Mahe YF, Perez MJ, Tacheau C, et al. A new Vitreoscilla filiformis
extract grown on spa water-enriched medium activates endogenous
cutaneous antioxidant and antimicrobial defenses through
a potential toll-like receptor 2/protein kinase C, zeta transduction
pathway. Clin Cosmet Investig Dermatol. 2013;6:191-196.
doi: https://doi.org/10.2147 /CCID.S47324

15. Ch’ng CC. Rebalancing of the skin microbiome with an emollient
‘plus’ for effective management of atopic dermatitis: A mini review.
Med J Malaysia. 2024;79(2):203-205.

16. Zelenkova H, Kerob D, Salah S, Demessant-Flavigny AL. Impact
of daily use of emollient ‘plus’ on corticosteroid consumption in
patients with atopic dermatitis: An open, randomized controlled
study. J Eur Acad Dermatol Venereol. 2023;37(Suppl 5):27-34.
doi: https://doi.org/10.1111/jdv.18947

17. Anneprusi 'y neten: OoT TeopuM — K rpakTuke / Nopa pea.
1.C. Hama3zoBoi-bapaHoBoin. — M.: Coto3 neaunatpoB Poccuu;
2010-2011. — 668 c. [Allergiya u detei: ot teorii — k praktike.
Namazova-Baranova LS, ed. Moscow: Union of Pediatricians of
Russia; 2010-2011. 667 p. (In Russ).]

18. Hapy)kHasi Tepanusi U yxo[ 3a KOxKe# rpu aTtonmyeckom gepma-
TMTE y AeTei: NpaKTUYecKoe PYKOBOACTBO ANS Bpadven / noj pea.
N1.®. KasHayeeBoi. — HoBocubupck; 2003. — 24 c. [Naruzhnaya
terapiya i ukhod za kozhei pri atopicheskom dermatite u detei:
Practical guideline for doctors. Kaznacheeva LF, ed. Novosibirsk;
2003. 24 p. (In Russ).]

https://doi.org/10.1111/1346-

CURRENT PEDIATRICS / 2025 / V.24 / N2 2

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 2



KnuHuyeckoe HaoGnwogeHue

https://doi.org/10.15690/vsp.v24i2.2892 W) Check for updates

©.08,
U.A. Bensiesal 2 3, AJ1. Kapnosa#* 5 6, M.I. lerrapeBa?d, A.10. Kpyrnsakos!, M.M. KameHeB?,
T.A. TeHoBcKas?t, A.B. LllepemeTbeBal: 7

1 MoposoBcKas AeTcKas ropoAckas KiMHuyeckas 6onbHuLA, MockBa, Poccuiickas deaepalins

2 HUWM neamnaTpum 1 oxpaHbl 300poBba AeTeir HKL N22 drBHY «PHUX nm. akaa. B.B. MeTpoBcKoron,
MockBa, Poccuiickas ®eanepauus

3 POCCUIMCKMIA HaLIMOHabHbIM UCCefoBaTeIbCKUt MeJULMHCKUIA yHuBepceuTeT um. H.W. Muporosa
(MnporoscKknn YHMBepcuTeT), MockBa, Poccuiickas Penepauus

4 TopoacKas KinHMyecKkas 6onbHuLa N2 67 um. J1.A. Bopoxo6osa, Mocksa, Poccuiickasa degepalius

5 Poccuitckast MeauLIMHCKasa akaaemus HenpepbiBHOMO NpodeccroHanbHoro o6pasoBaHus, MocKBa,
Poccuickaa denepauns

6 dpocnaBCcKUin rocyJapCTBEHHbIR MeaMLIMHCKUIA yHuBepcUuTeT, Apocnasnb, Poccuitckas degepauus

7 POCCUWCKMIA YHUBEPCUTET APYKObl HapooB uMm. MaTtpuca Jlymym6sl, Mocksa, Poccuitickas degepauus

PeaKkoe HacneacTBeHHoOe

HapyweHue oomMeHa

C aHTeHaTa/ibHOM MaHudecTaumen —
3-MeTUNra1yTakoHoBas auuaypua,
TUN VIIB: KNUHNWYeCKUMn cnyvyau

KoHTaKTHas nHopmauus:

BEenseBa MpuHa AHaTo/IbeBHa, JOKTOP MEAULIMHCKMX HayK, npodeccop POCCMICKOM aKafeMunmn HayK, 3aBefyloLlas OTAeN0M NPeKOHLEeNLUOHHON,
aHTeHaTaNbHOM M HeoHaTanbHoM MeauuuHbl HUW neamatpum n oxpaHsl 31opoBbst aetei HKL N°2 ®IEHY «PHLX um. akaa. B.B. MeTpoBcKoro»,
npodeccop Kadeapbl haKynbTeTCKON neauaTpumn MHCTUTYTa MaTepUHCTBA M AeTCTBa POCCMICKOrO HaLMOHaNbHOr0 MCCNeL0BaTEIbCKOr0 MEANULIMHCKOIO
yHuBepcuteta uM. H.W. Muporosa (M1poroBCKUn YHUBEPCHUTET), Bpay-HeoHaTonor Mopo30BCKOM AETCKOM rOPOACKON KIMHUYECKON 60/bHULLbI

Appec: 119333, Mocksa, yn. doTtnesow, a. 10, k. 1, e-mail: irinaneo@mail.ru

Cratbsl noctynuna: 12.02.2025, npuHsaTta K nevartu: 16.04.2025

0O6ocHoBaHHe. 3-mMeTuarnyTaKkoHoBas aumnaypms (3-MrIA), Tun VIIB — peakoe HacieacTBEHHoe 3abosieBaHne ¢ MaHupecTa-
umnen B aHTeHaTaslbHOM NePUoAe, KpamHe TIXKeIbIM TEHEHUEM U HEG1aronpuaTHbIM MCXogoM. B Poccnn ata popma aumaypumn
paHee He onucaHa. OnucaHne KIMHUYEeCKOro ciay4as. Y HOBOPOXAEHHOIro pebeHKa TsxKenas HeoHaTaslbHast popma 3-MTA,
BbI3BaHHas natoreHHbiM asanenem reHa CLPB, nposiBunacb HE3NWAenTUY4ECKUMN ABUraTesIbHbIMU HapyLLeHUSIMU (TPEMOP,
MMWOKJIOHYC) B COYETaHUU C MPUCTYNamm Cyaopor, PE3UCTEHTHbIMU K Tepanuu, U BblPaxKeHHOM HenTponeHmen. Habawnaganoch
npucoeaMHeHne 6aKTepuaabHON MHQEKLMU C pa3BUTUEM MHEBMOHUU 1 XmuaoTopaKkca. OCOBEHHOCTbIO Cly4Yas ABASETCS OTCYT-
cTBue cBoKcTBEHHOM 3-MIA, Tvn VIIB KaTapaKTbl U 0AHOBPEMEHHO HaIMYUE rnronapatmpeosa, paHee He on1McaHHoro B Yucae
rposiBAeHM aToro 3abosieBaHus. AnarHo3 3-MIA, Tun VIIB noaTBeEp»KaeH METOAOM MOJIHOrEHOMHOIO CEKBEHMPOBaHUS. B reHe
CLPB (NM_001258392.3) obHapyeH BapuaHT HG38 (chr11-72301838C>CT, ¢.1293dup) B reTepo3nroTHOM COCTOSIHMH,
MPUBOASLLMI K CABUIY PAMKU CYMTbIBaHMS U GOPMMPOBAHUIO MPEXAEBPEMEHHOIO CTOMN-KOAOHa (p.Asp432Argfs*11), a TaK-
)K€ paHee He OrnncaHHbIN B inTepaTtype BapuaHT HG38 (chr11-72294617T>TA, ¢.1560+2dup) B reTepo3urotHoM COCTOSI-
HUK, NPUBOASALUMIA K M3MEHEHUIO JIOHOPHOro canTa criiakcmnHra. HecmMoTps Ha MHTEHCMBHOE MHOMOKOMIOHEHTHOE JIe4EHMNE
B Bo3pacTte pebeHKa 1 mec 6 cyT HacTynua feTalbHbii ncxod. 3aknodeHune. latosorndyeckas gBuratesibHasi akTMBHOCTb
BHYTPUYTPOBHOIro pebeHKa B CO4ETaHUM C HEOHAaTaslbHbIMU ABUIraTe/IbHbIMWN HapYyLLEHUSIMU M HEMTPOMNEHUEN ABJISIOTCS 4OCTa-
TOYHbIM OCHOBaHWEM AJ151 IPOBEAEHMS MOJITHOrEHOMHOIO CEKBEHUPOBAHMS C LIE€/IbI0 YCTaHOBIEHNUS 3TMO/IOMMYECKOIro AnarHo-
3a. Tunbl HacnegoBaHus 3-MITA accoumnpoBaHbl ¢ pa3HbIM MPOrHo030M 3ab60/1eBaHus, B CBA3U C YeM HEOOXOAMMbIM SIBASIETCS
obcniegoBaHue poauTenen npobaHaa A4/151 OL€HKU PUCKOB MOBTOPHOI0 POXKAEHUSI 60/IbHbIX AETEMN.

Knro4eBbie cnoBa: 3-metuarnytakoHoBas aumaypus, reH CLPB, ¢etanbHblie cygoporun, aHueganonatusi, HeoHataslbHas
HeHNTponeHus, KatapaKta, rmrnonapaTmpeos, rnoJHOreHOMHOE CEKBEHMPOBaHNE

Ansa umtupoBanus: bensesa W.A., Kapnosa A.Jl., Jertapesa M.I., Kpyrnakos A.l0., Kamenes M.M., TeHoBcKasa TA.,
LlepemetbeBa A.B. Penkoe HacnefcTBeHHoe HapyweHue obmeHa C aHTeHaTanbHOM MaHudbecTauuen — 3-MeTun-
rnytakoHoBas auuaypus, tmn VIIB: KAnHWYeckun cnydan. Bonpockl coBpemeHHo#n nepmatpun. 2025;24(2):96-104.
doi: https://doi.org/10.15690/vsp.v24i2.2892

OBOCHOBAHME

BHeapeHve paclwmMpeHHOro HeoHaTalbHOMO CKPUHUHIA
NoO3BONMNO A0BGUTLCA PaHHEN OMArHOCTMKM WM, KaK cnen-
CTBME, YCMELLHOW KOPPEKLMM 6OMbLIOIO KONMYeCcTBa cnyya-
€B HacneACTBEHHbIX MeETaboMYECKUX HapyLeHni. TeM He
MeHee, Npo6emMbl HacneaACTBEHHOM NaTOIOMMK COXPaHSIOT

CBOIO aKTyanbHOCTb, MOCKONbKY B POCCUM €XKeroaHO POXK-
JatoTcs 0Kono 25 Thic. AeTeN ¢ TakuMK 3aboneBaHusamu [1].

3-meTunrinytakoHoBble auugypuun (3-MIA) — rpynna
pPefKMNX HacneACTBEHHbIX 3a60feBaHWi C, Kak MnpaBwuio,
TSXENbIMU HEBPONOrMYECKUMU PACCTPOMUCTBAMMU M MONU-
OpraHHOM HegoCTaTOYHOCTbIO. B HEKOTOPLIX cydyasx oTme-



YeHbl JIerkoe TeyeHne 60nesHu, a Takxe 6eCCUMMNTOMHbIe
BapuaHTbl auuaypuu, BbiiBASEMble MPU HeOHaTallbHOM
CKPUHMHIE M CBSAA3aHHbIE C MATOrEHHbIMU aniensiMmn B reHe
AUH [2-4]. C OpyrMMU reHETUYECKMMU BapuaHTamu MOryT
OblTb CBSfi3aHbl Herpybble HapyleHUss MNCUMXOMOTOPHOIro
pazsutua [5]. 3-MIA, Tun VIIB Bbi3BaHa CNOXHbIMU reTe-
PO3UrOTHBIMWU M TOMO3UIOTHbIMW BapuaHTamu reHa CLPB,
pacnonoxeHHoro Ha 11-n xpomocome B Nokyce 11ql13,
KOTOPbI KOAMPYET MUTOXOHAPWANbHbIN 6ETOK Ka3eMHONUTK-
YecKoW nenTnaasbl, BbINOMHAWMN GYHKLMIO MONEKYNSPHO-
ro wanepoHa v y4acTBylOLLMK B 06ecrneyeHnn HopmanabHOro
MWUTOXOHApPHUaNbHOro Mmetabonuama. HapyweHus nocnegHe-
ro MPUBOAAT K HAKOMJIEHWUIO U MOBbIWEHHOMY BblAeNIEHUIO
C MOYOW 3-MeTUATNYTaKOHOBOW K1cnoThl [6, 7]. CoobllaeTcs,
4YTO BCE OMNUCaHHble ciy4an 60NEe3HM C 3TUM TUMOM 3UroT-
HOCTW BbI3BaHbl MEPBUYHbIMU WM3MEHEHWSMU B reHe [7].
PacnpoctpaHeHHocTb 3-MTA, Trn VIIB oueHnBaeTcs < 1 cny-
Yyas Ha 1 MJIH HOBOPOXAEHHbIX [6, 8].

KnuHunyeckas KapTuHa aedekta 6enka CLPB nonumopd-
Ha W onpefensieTcs NaToreHHbIM aanefieM COOTBETCTBYoLLe-
ro reHa. Bmecte ¢ TemM, TUNUYHBbIMUK nposBaeHuaMu 3-MIA
ABNSIOTCA HEBPONOrMYECKNE HAPYLLIEHUS pa3n4yHOM cTene-
HW BblpaXEHHOCTU, KaTapaKkta 1 HenTponeHus [9]. B 2015-
2017 rr. 6binM onucaHbl TPU OCHOBHbIX deHoTuna 3-MTA,
KOTOpble pas3nnyaloTcd BbIPa*KEHHOCTbIO CUMMTOMOB, BO3-
pacTtoM MaHudecTaLnmn 3abosieBaHMa M CKOPOCTbIO Nporpec-
cupoBanus [7, 9]. OcTpasa HeoHaTanbHaa dopMa (TAKENbIN
deHoTUN) — camas TaxKenas u paHHasa dopma 3aboneBaHus.
CUMNTOMBI MPOABASIOTCA Cpa3y Nocne POXKAEHUS Unu elle
BHYTPUYTPOGHO. XapaKTepuayeTcs BblparKeHHbIMU MeTabo-
JINYECKUMU HapyWeEHUSIMU, TaKUMKU KaK MeTaboSIM4eCKUK
aunaos, rmnoriMKemMus, UMeT MecTOo HEMTPONeHUs, rmno-
TOHMSA (cnaboCTb MbIWL) WMAW TMNEPTOHYC (CKOBAHHOCTDL),
HECYIOPOXHbIM MMWOKJIOHYC, CYAOpPOru, KaTapakra, MWKpPO-
uedanua ¢ netanbHbIM UCXOAOM Ha NEPBOM MECSLIE KU3HMU

(cpeaHss NPoAOIKUTENbHOCTb XN3HKM — 35 cyT) [7, 9, 10].
Mpn no3gHen getckon Gopme (YMEPEHHO TAXKENbIN GEHOTKMIM)
CUMNTOMbI 60N€3HMN NOABAAOTCA Ha BTOPOM-TPETbEM roay
W3HU, UMEIOT MECTO YMepeHHble MeTaboNiniecKkne Hapy-
LeHKUsl, TaKMe KaK nepuoauyeckas pBoTa, cnabocCTb, YyTOM-
NemMOoCTb, 3afilepXKa pocTa u pa3BuTUs. HeBponorumyeckue
CUMMTOMbI MOTYT 6bITb BblpaxeHbl B MEHbLUEN CTEMEHU, HO
BO3MOXHbl KOTHUTUBHbIE /UKW ABUTaTe/IbHbIE HapyLIEHWS.
JTa Popma oTanyaetrca 6osiee GNAronpuUaTHbIM TEYEHUEM
Mo CPaBHEHUIO C HEOHATaNbHOM GpopMoK 60/1€3HU, NPU NOJ-
[epX1BaloLLer Tepannun BO3MOMKHO YyylleHWe COCTOSIHUS
340poBbA. MeanaHa NpofoIKUTENIbBHOCTU XU3HU COCTaBSA-
et 3 roga (o1 1,5 go 19 net). beccumntoMHas popma (nerkun
GeHOoTUN) BbIABASETCS, KaK NpaBwu/o, Ciay4anHo, npm obene-
[0BaHWM B CBAA3U C APYrMMM COCTOSIHUAMW WM B paMKax
CEMENHOro reHeTM4YecKoro TectTupoBaHus. Mpu aton dopme
BO3MOHbl MWHWUMalbHble HEBPOJSIOFMYECKME HapyLIEeHKUS,
a TaKXe OTCYTCTBME HEBPOJSIOTMYECKUX pPacCTPOMCTB, HO
Hanuyune noyeyHblX KUCT U HedpoKanbLmMHo3a [7, 9, 11].

B Poccun cnyvam paHHew amarHoctukm 3-MTIA, tun VIIB
[10 HaCTosIWEro BPEMEHN He onucaHbl. B aTon cBA3W uenbto
npeacTaBleHHOro Aanee OnucaHus KIWMHWYEeCKOro cnyyas
ABNSIETCH 03HAKOMIEHWE BpayYen ¢ peaKon n OTHOCUTENbHO
HegaBHO pacwKUdpPoBaHHOM FEHETMYECKOM naTtonornen —
ee Taenon Gopmon ¢ aHTeHaTalbHON MaHKdecTaumen.

KNUHUYECKHUHA NPUMEP

O naumeHTe

[deBoyka b., pogunacb B nepuHaTanbHOM LEHTpe
r. MocKBbl Y matepu 25 neT ¢ NpuMBbIYHbIM HEBbIHALLMBAHU-
€M B aHaMHe3e, OT TPeETben 6epeMEHHOCTH, MPOTEKAaBLUEN
C yrpo3o# npepbiBaHus B | TpumecTpe. NpeHaTanbHbIn CKpU-
HWHI | TPMMECTpa NoKasan HU3KUIN PUCK XPOMOCOMHbIX aHO-
Manui, Bo Il TpuMecTpe — 3aAeprKKy pasBUTUS BHYTPUYTPOO-
HOro pebeHKa, MHOroBoAMe. AKyLWEPCKO-TMHEKONOrMYECKUI
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3-Methylglutaconic Aciduria Type VIIB — Rare Hereditary
Metabolic Disorder with Antenatal Onset: Clinical Case

Background. 3-methylglutaconic aciduria (3-MGA), type VIIB is a rare hereditary disease with onset in the antenatal period, extremely
severe course, and unfavorable outcome. This form of aciduria has not been previously described in Russian Federation. Clinical case
description. Severe neonatal 3-MGA caused by pathogenic allele in the CLPB gene manifested in a newborn child with non-epileptic motor
disorders (tremor, myoclonus) along with seizures resistant to therapy, and severe neutropenia. Bacterial infection with pneumonia and
chylothorax development was observed. The specific feature of this case is the absence of cataract typical for 3-MGA, type VIIB, but presence
of hypoparathyroidism, that was not previously described as the manifestations of this disease. Diagnosis 3-MGA, type VIIB, was confirmed
by whole-genome sequencing. Two variants of the CLPB gene (NM_001258392.3) were revealed: HG38 variant (chr11-72301838C>CT,
¢.1293dup) in heterozygous state leading to frameshift and premature stop codon (p.Asp432Argfs*11), and novel HG38 variant
(chr11-72294617T>TA, ¢.1560+2dup) in heterozygous state leading to changes in splice donors. The child died at the age of 1 month and
6 days despite intensive multicomponent management. Conclusion. Pathological motor activity of the intrauterine child combined with neonatal
motor impairment and neutropenia are sufficient basis for whole-genome sequencing to establish etiological diagnosis. The types of 3-MGA
inheritance correlate with different disease prognosis, thus, it is crucial to examine proband'’s parents to evaluate the risks of sick children birth.
Keywords: 3-methylglutaconic aciduria, CLPB gene, fetal seizures, encephalopathy, neonatal neutropenia, cataract, hypoparathyrosis,
whole-genome sequencing
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

aHaMHe3 maTepu: nepBasi 6epeMeHHOCTb — Hepa3BUBalo-
wascs, BTopasg — 3aBepluniacb caMonpon3BoibHbIM abop-
TOM npu cpoke 4 Hepd. Mpu TpeTben 6ePEMEHHOCTU BhISIB-
NeH aHTUOOCHONUNUAHBIV CUHAPOM (HOCUTENLCTBO aHTUTEN
K 6eTa-2-rnukonpotenHy). Co cnos matepu, ¢ 32 Hep bGepe-
MEHHOCTU U 1O POLOB OHa OTMeYasna HeoOblYHbIE BUKEHUS
BHYTPUYTPOOHOro pebeHKa, NMpu 3TOM XKMUBOT «Hanpsarancs
W apoxan». [JeBo4yKa OT NnepBbiXx POAOB, MPOBEAEHO na-
HOBOE KecapeBO CeyvyeHue MNpu cpoKe rectaumm 38 Hepn
B CBfI3M C SAAIrOAMYHbIM MpefnexaHwem, Macca Tena npwu
poxaeHun — 2770 r, annHa — 50 cMm. OueHKa no wkKane
APGAR — 5/6/7 6annoB. COCTOSIHUE NMPU POXKAEHUU TSKe-
JI0e: He 3aKpuyana, oTMeYanucb cnabble MOoMbITKU K camo-
CTOSATENIbHOMY AbIXaHUIO, Bpay aKyllep-rMHEeKOoN0r OTMETUI,
4TO pebGEHOK NPU M3BMIEYEHUN M3 NONOCTU MATKK Obln «KaK
[lepeBsHHbIN», Habnoganack remopparmyeckas (nerexnans-
Has) cbinb No BceMy Teny. C 3-1 MUH XM3HU MaHudecTUpo-
Ba/M NaTtoslorMyecKkue napoKcuamMalsibHble ABUraTesbHble
peHoMEHbI, KWUHEMaTWKa KOTOPbIX He NO3BOJIANIa XapaKTepu-
30BaTb MX KaK KJIOHUYECKUE WU MUOKIOHUYECKUE MPUCTY-
nbl. KNMHMYECKM naTtonormyeckme gBuratefibHble NapoKCu3a-
Mbl XapaKTepuM30BajuCb pPa3MallUCTbiIMU CTEPEOTUMHLIMU
6vnatepanbHO-CUMMETPUYHBIMU CUHXPOHHLIMW BbICOKOAM-
MIUTYAHBIMU YacTbIMW pacKa4yMBaHWSAMW COTHYTbIX B Ta3o-
6efpeHHbIX CycTaBax M BbIMPAMIEHHbIX B KOJIEHHbIX CycTa-
BaX HOM, HaxoAALWMXCA B TOHMYECKOM HanpsiKeHuu. Pyku
Haxo4M/INCb B COTHYTOM B JIOKTEBbIX CyCTaBax TOHWMYECKOM
Hanps*keHuu. Mpn 3TOM MUMENO MEeCTO OTCYTCTBUE peaKLuu
Ha OCMOTP M MaHUNynauuu, 4To TpeboBano MpPOBeAeHUS
anddepeHLManbHON AUarHOCTUKU C MPUCTYNamMu HeoHa-
TanbHbIX CYyIOPOr C HEKNACCUDULIMPOBAHHON CEMUOTUKON.

BbinosHeHa WHTy6auua Tpaxew, HavyaTa WMCKYCCTBEHHas
BeHTUnAuma nerkmx (MBJT). PebeHoK nepeseneH n3 poawib-
HOro 3ana B OTAeNeHne peaHMMaLnm 1 HTEHCUBHOM Tepanuu
HoBOpOXKAeHHbIX (OPUTH) nepuHaTanbHOro LeHTpa. YuuTbiBas
OTArOWEHHbIK aHaMHe3 (BblpaxeHHoe MHoroBognMe — 4 7,
YEeNToBaTblM LBET BOA), KIMHUYECKYID CUMMTOMATUKY (Cyado-
poru, Hapactalowasi B AMHaMWKe C MepBblX HacOB MW3HM
remopparnyeckas Cbifb), pe3ynbraTbl 1abOPaTOPHbIX U UHCTPY-
MEHTa/lbHbIX METOAO0B MWCCNeAoBaHMs (MpU POXKAEHUN —
neviKoneHus, abconioTHas HernTponexus (0,01 X 109/n), Tpom-
oouuToneHns (125 X 109/n B 1-e CyT MW3HM), HapacTaHue
KOHLIEHTPAUMN WHTEPNENKUHA 6, PEHTreHOI0rMYecKne npu-
3HaKKW 4BYCTOPOHHEW NMHEBMOHMM), B BO3pacTe 2 CyT yCTaB/ieH
KNMMHUYECKUN amnarHo3: «BpoxaeHHas WMHOEKUMOHHasA unu
napasutapHas 60ne3Hb HeyTo4YHeHHas». Havata crapToBas
3IMnMpuYecKkas KOMOGMHUPOBaHHas aHTUGaKTepuanbHas Tepa-
N1 — aMMnUUWINIKH + CynbbaKTam U HETUIIMULLMH.

[MapoKcuamarnbHble NaTtonorMyeckme asuratesnbHole de-
HOMEHbI U TOHWYECKOEe HanpsiKeHWe KOHEYHOCTEW HOCUU
YNOPHbIN XapaKTep M COMPOBOXAANNCb CHWXEHWEM caTy-
pauuu. o gaHHbIM HEMPEPbIBHOrO MOHUTOPWHra Lepe6-
panbHbIX GYHKLUMA METOAOM aMMIUTYAHO-UHTErPUPOBAHHOWM
aneKkTpoaHuedanorpadpumn (ad3r), Ha4yaTom ¢ NepBbIX YacoB
YW3HU, NaTTEPHOB CYAOPOXKHOM aKTMBHOCTU Ha OHe onwu-
CaHHbIX BbllWe ABWUraTe/bHbIX GEeHOMEHOB, HanOMUHAIOLLMX
Cyaoporu, 3aperncTtpupoBaHo He 6b110. OAHOBPEMEHHO
C 3TUM BbISIBNEHbI HAPYLLEHUS GYHKLMOHAIbHOIO COCTOSIHUSA
LeHTpanbHon HepBHOW cuctembl (LUHC) Taxenon crenexwu
(AoMuHMpYOWKUK GOHOBBIM NATTEPH «U30JIUHUS» — «BCMbILW-
Ka — noflaBneHne+» — «NpepbIBUCTbIN»). K KOHLY NepBbiXx —
Hayany 2-x CyT XWM3HWM OTMEeYanocb NosiBNEHUE NPepBaHHOMN,
He3penon UMKINYECKON BapuabenbHOCTU OMO3NIEKTpUYE-
CKOW aKTMBHOCTM FOJIOBHOIO MO3ra, 04HaKo B LiefomM GOHOo-
Bble XapaKTEPUCTUKM OUOINEKTPUYECKON aKTMBHOCTU He
COOTBETCTBOBANN BO3PACTY U CTENEHM recTaLlMOHHOM 3peno-
CTU M CBMAETENbCTBOBAIN O HapyWeHUU GYHKLMOHANbHOIO
cocTossHuA LUIHC Ta:kenom ctenexu.

C uenblo KynupoBaHusa NatosIorM4ecKMX NapoKcu3aMaib-
HbIX ABUraTeNbHbIX GEHOMEHOB, KOTOPbIE TPAKTOBA/IUCh KaK
HeoHaTa/lbHble CYAOpPOrM, HECMOTPS Ha OTCYTCTBME CyHo-
POXHOW aKTMBHOCTM MO fAaHHbIM ad3l, ¢ nepBbix 4acoB
¥W3HM Havato TUTpoBaHWe Muaasonama, 6e3 addekra,
noaTomy Tepanus Oblia ycuieHa Ha3HadyeHuemM OGpOMM30-
Bana + KanbUWKW rNOKOHAT + KodeuH + nanaBepuH +
deHobapbuTan nepopanbHo. CoXxpaHsaLLEeecs BbipaxeHHoe
TOHMYECKOE HanpsiKeHWe KOHEYHOCTEN (KPEenKo npuKatble
K FPYAM U COTHYTble B JIOKTEBbIX CyCTaBax PyKu), Ha ¢oHe
KOTOPOro copMMpPOBaNNCb KOHTPAKTYPbl B JIOKTEBLIX CyCTa-
BaX, U TOHMYECKOE HaMpsiXeHue rpyaHon KIIETKU, KOTOpoe
npenaTcTeoBano nposeaeHuntio UBJ1, ynaBanocb yMEHbLLUTb
TOMIbKO BHYTPUBEHHbIM HenpepbiBHbIM BBEAEHUEM MUOpe-
flakcaHTa (POKYPOHWM) C HEOBXOAMMOCTbIO MOCTOSHHOIO
noBbIWEHNS [03bl NpenapaTta. B cBA3WM ¢ nepcucTeHuunewn
BbILIEOMMNCAHHbIX MAapPOKCM3ManbHbIX ABUraTebHbIX GeHo-
MEHOB B COYeTaHWU C TOHUYECKMUM HaNpseHuem KoHeu-
HOCTEN MpoBeAeHa KOPPEKLMUS MPOTMBOCYAOPOXKHOM Tepa-
nuK, Ha3HayeH npenapart 2-ro Bbibopa 1-in TMHKUK Tepanuu
HeoHaTaslbHbIX CyA0POr IeBeTUpaLeTam.

Ha 3-u cyT XU3HM BbINOMHEHA NtoMOBanbHaa NyHKUMA —
NPU3HaKoOB HEMPOUHDEKLIUM HE BbIIBNIEHO. Pe3ynkTaT obcne-
noBaHua Ha TORCH-uHbeKL MM (TOKconna3mos, LiMTomerano-
BMPYCHas M reprnetuyeckas MHOEKLMUK) KPOBU U NMKBOpPA
oTpuuaTenbHbIn. [Mpn HenpocoHorpadumm, BbINOIHEHHOW Ha
4-e CYT *M3HU, O6HaPYKEeHbl MPU3HAKK MEPEHECEHHOIO BHY-
TPUKENYAOHKOBOro KpoBouanusaHus |—Il cteneHn cnpaBa,
cy6aneHanManbHaa K1cTa cneBa, BblpaxeHHOoe NoBbllleHne
3XOrE€HHOCTU B MEPUBEHTPUKYNAPHOM 061aCTH C 2 CTOPOH.

Mo pesynbtataM HeOoHaTalbHOr0 CKPWUHWMHIA OTMEYEHO
NOBbLILLIEHWE OTHOLLIEHWUS MPOMUOHUAKapHUTMHA (C3) K cBO-
604HOMY KapHuTUHY o 0,18 (Hopma 0,0-0,3). UccnepoBarune
Ha HacneacTBeHHble 60n1e3HM OOMeHa He BbISBUIO OTKIIO-
HEHWS OT HOPMbI, MO3TOMY Ha 5-e CYT XM3HW pebeHKa Ha4a-
TO 3HTEpPanbHOE MUTaHWE CLUEXEHHBbIM TPYAHBIM MOJIOKOM
mMatepu. OgHako Ha GoHe yBeNnYeHUs IHTepasibHOro obbe-
Ma NWUTaHWs 4O BO3PacTHOM HOPMbl K 10-M CyT XU3HU Npw
peructpaumm ad3l OTMeYeHbl MOSBJAEHUE U HEYKOHHOEe
HapacTaHMe NaToNorM4eCcKon aKTMBHOCTM FOJIOBHOrO Mo3ra
BNIOTb 4O perucTpaunn natrepHa status epilepticus. B aTown
CB$13M Ha3HavyeHbl MaKCcMManbHble BO3PaCTHble A03bl MPOTH-
BOCYAOPOXHbIX NpenapaTtoB 6e3 cTonKkoro apdekta (Muaa-
30/1aM, neBeTupaletamMm, deHobapbuTan, BanbnpoeBas Kuc-
nota). MNpeanpvHMManacb NoOnNbITKa NPUMEHEHUS NTnAoKanHa
C Lenblo KynMpoBaHMS CTaTyCHOrOo TeYeHUs HeoHaTalbHbIX
CyAoOpoOr — C KpaTKOBPeMEHHbIM 3ddEKTOM Ha Nepuoj ero
TUTPOBaHUSA. AHTEpanbHOE NUTAHWE GblI0 OTMEHEHO.

Mpn noctynnednn B OPUTH nepuHaTanbHOro ueHTpa
B Bo3pacTe 1 Y XW3HW 3adUKCUMPOBAH €AMHUYHbIN 3NM304
TUNOTNMKEMUU (CHUMKEHUE KOHLEHTPaLUMK [IIOKO3bl B KPOBM
o 0,9 mmonb/n, Hopma 2,8-4,4 MMonb/n), B MyNOBUHHOM
KPOBW KOHLIEHTpaLMS MIOKO3bl cocTaBuna 2,4 MMonb/n (Hop-
Ma B BEHO3HOM NynoBMHHOM KpoBKM 2,9-5,9 mmonb/n [12]).
B pganbHenwem yrneBoAHas Harpy3ka cocTaBasfa
5-6 Mr/Kr/MWH, 3N130[40B TUMNOMMKEMUN HE OTMEYanu.
KOHUEHTpaLMsa MHCY/IMHA B KPOBM Ha 2-€ CYT KM3HU COCTaBNs-
na 7,7 mkEg/mn, Ha 4-e cyt — 6,2 MKEg/mn. Mpegnonaranocs,
4YTO MaTonoruyeckue asuratefbHble GeHOMEHbI MOIN BO3-
HUKHYTb Ha GOHE TMNOMTIMKEMUM, OL4HAKO HOPMann3auus KOH-
LleHTPaLMK MIOKO3bl B KPOBU HE MPUBENA K UX KyNnUpPOBaHUIO.

B 1-e CyT M3HW BbiiBfieHa rMnoKanbUmMeMus (KOHLEH-
Tpauua obuiero Kanbuus B KpoBu 1,3 MMOAb/N, HOpMa
1,9-2,6 MMOSb/N), KOHLIEHTPALMA MOHM3UPOBAHHOIO Kaslb-
umsa coctasuna 0,82 mmonb/n (Hopma 1,05-1,30 mmonb/n);
npoBoAWMNach KOPPEKUMSA, MaKCumanibHaa JoTauus Kasb-
umMa — go 12 mmonb/Kr/cyt. Ha ¢oHe HenpepbiBHOrO BHYT-
PUBEHHOIO BBEAEHMS KaNbUMS MMIOKOHaTa NnocTeneHHo yaa-



N10Cb OCTUYb MOBLILWEHNUS YPOBHS MOHU3UPOBAHHOIO KasbLus
B KPOBM KO 2-M CYT XM3HM A0 1,2 MMO/b/N U Bbile, OAHAKO
3TO He NPWBENO K MOMIOXKUTENBHOW AMHAMMUKE HEBPOOruye-
CKMX HapyLleHnn. Ha 3-u CyT M13HKU ncenegoBanm KOHLEHTpa-
LMI0 NapaTMpPEOMAHOro ropMoHa B KPOBM, KOTOpas cocTaBuna
0,4 nmonb/n (Hopma 1,17-7,63 NM0onb/N) C JaNbHERLNUM CHU-
YEHMEM K 7-M cyT ¥u3Hu go 0,1 nmonb/n. MpoBeaeHo onpe-
JeNeHne KoMyecTBa KanbLnsa B CYyTOYHOW MOYeE, KOHLIEHTPa-
uMs B npepenax pepepeHcHblx 3HavyeHun (0,9 Mmonb/24 u).
Kpome Toro, B 1-e CyT KM3HKU onpeaensnm KoHueHTpaumio doc-
dopa B KpoBM, KOTOpas Oblia MoBbllleHa A0 3,72 MMONb/N
(Hopma 1,45-3,1 MM0nb/N), @ TaKKe aKTUBHOCTb LLIEIO4YHON
docdartasbl B KpoBU (MUHMMaANbHbIM NoKasaTtenbs 34,1 Eq/n,
Hopma 75-316 Eg/n). K 9-M CyT KM3HW aKTUBHOCTb LLETO4YHON
docdaTasbl nosbicunack Ao 178 Ea/n, KOHUEHTpaums docdo-
pa K 5-M CyT }W3HM cHM3mnack o 0,99 Mmonb/n.

Ha 7-e cyT KM3HW onpeaensanu KoHueHTpauuio GonneBomn
KWUCNOTbl B KPOBW, KOTOpasi coctaBuna 6onee 20 HMONb/N
(Hopma 3,0-16,0 HMONb/N), KOHLUEHTpaunUa ButamunHa B,
6blna B npegenax pePepeHcHbIX 3Ha4YEHNUN.

PesynbraTbl UCCNeaoBaHMiM Ha BOTYAHOYHbIN aHTUKOAry-
NSIHT, @HTUHYKNeapHble U aHTUHENTPODUIIbHbIE aHTUTENa Ha
9-e CYT XU3HU — OoTpuLaTeNbHbIE.

C 1-X CyT KM3HM OTMEeYanu NepCcUCTEHLMIO arpaHynoum-
TO3a, B CBSI3M C YEM NPOBEAEHO UCCNefOBaHNE NOKa3aTenen
ryMopasabHOro UMMYHHUTETA (@HaNU3 BbINOSIHEH NOC/E TPaHC-
dy3un Nnasmbl): KOHUEHTpPaLUs UMMyHornobynuHa (Ig) A —
0,52 r/n (Hopma 0,02-0,50 r/n), 1I8G — 5,26 r/n (Hopma
2,5-9,0r/n), IgM — 0,35 r/n (Hopma 0,2-0,8 r/n), Komno-
HeHTa komnnemeHTa C3 — 1,18 r/n (Hopma 0,9-1,8), Kom-
noHeHTa KomnnemeHTta C4 — 0,28 r/n (Hopma 0,1-0,4 r/n).

KoHcynbTaums odTanbmonora: BbiiBieHbl KcepodTasib-
MUWS U CUHAPOM PacLUMPEHHON 3KCKaBaLUMKW ANCKA 3PUTENb-
HOrO HEpBa, a TaKXe BpOXAeHHaa nepudepuyecKas Auc-
Tpodus ceTyaTkM 060UX rnas.

C nepBbIX AHEN KM3HM NoJO3peBann Hannyme y pebeH-
Ka HacneacTtBeHHOW nartonorun (cuHapom [Au [Kopowu?
BpoxaeHHbIn MMMyHoaedunUnT?). MccnefoBaH Kapuotun —
46XX — HOpManbHbIA, XEHCKUK. C Lenblo ANArHOCTUKMU
HacneacTBEHHOM MaToNorMuM B3siTa KPOBb Ha aHanua and
NOMHOFEHOMHOI0 CEKBEHMPOBAHMUS.

B cBA3M ¢ HEOBXOAMMOCTbIO PaCLUMPEHHOrO AWArHoCTH-
4YeCKOro MoMCKa B YCMOBUSX MHOMONPOPUIbHOrO AETCKOro
cTaluMoHapa B Bo3pacTte 12 CyT XU3HW pebeHOK nepeBeaeH
B OPUTH MOpPO30BCKOW [ETCKOM FOPOACKOW KIMHUYECKOM
60nbHULbI (1. MOCKBa).

dusuKkanbHaa AMarHocTuka

Mpy NOCTyNSIEHNM COCTOAHUE pebEHKa KparHe Taxenoe:
OLleHKa Mo WwkKane Kombl Masro — 3 6anna (ryboKas Koma),
no neavaTpu4yecKon LKane opraHHbiX AnchyHKumm pSOFA
(Sequential organ failure assessment) — 6 6annoB (K13He-
yrpoxatouwas nHbekums). Haxoautea Ha UBJ1 ¢ 40% dpaKkuu-
el KMcnopoga BO BAbIXAEMOM BO34yxe M MOCTOAHHOM MHOY-
3Men Mmaasonama. SHTepasbHOE NMTaHMe He NPOBOAMTCS.

OTMeYeHbl CTUIrMbl AM33aMbpuoreHesa: Gpaxuuedanus,
KOPOTKUM B3AEPHYTbIM HOC, BbICOKOE HEOO, OTHOCUTENb-
HO KOPOTKas LWes, runepTenopu3m, HM3KOPacnoOKEHHbIe
YLWHbIE PAKOBUHbI, KIMHOAAKTUANA NATbIX NabLEB KUCTEN.
KOXHbIM MOKPOB 61€4HO-PO30BbLIN C CEPOBaTbIM OTTEHKOM,
aKpOoLIMaHOo3, paccesiHHble 3KXMMO3bl, NeTexuanbHas Cbifb,
MPaMOPHbIX PUCYHOK — O60Jiblle Ha BEPXHEW MONOBUHE
rpyan v KoHeyHocTsx. O6uias oTe4YHOCTb TKaHewn (M0THble
NO3WLMOHHbIE OTEKM MO BCEMY Teny, NPEUMYLLECTBEHHO Ha
rpyaHon KneTtke). CaMoCTOATENbHbIX MOMbITOK AbIXaHUS He
Ob110. AYyCKYNbTaTUBHO AblXaHWe KeCTKoe, MPOBOANUTCS CUM-
METPUYHO NO BCeM MonsM. ToHbI cepaLa NPUINyLLeHbl, Taxu-
Kapausa o 200 ya./MuH. ApTepuanbHoe AaB/ieHue: CUCTONK-

yeckoe — 82 MM pT. CT., AnacTonyeckoe — 48 MM pT. CT.,
cpegHee — 60 MM pT. CT., Npe- U NOCTAYKTa/lbHOrO rpaau-
eHTa HeT. }KMBOT He yBesMYeH, MNOTHbIM 3a CYeT OTeKa,
[I0CTyNeH NOBEPXHOCTHOM Nanbnauuu, NyrnovyHas paHka nop
remMopparM4eckom KOpOYKOK, CTyna npu ocmMoTpe He Oblo.
MoyeucnyckaHue no KaTtetepy, LBEeT MOYMU XKenTbli (06bly-
HbIM). HEBPONOrMYeCcKni cTaTyc: No3a aToHMYHas, BblpaxKeH-
Hoe yrHeTeHne UHC Ha doHe meanKaMeHTO3HOW cepauuu,
peaKkLun Ha OCMOTP HET, pedaeKCbl HOBOPOXKAEHHbIX yrHe-
TEHbl, CYXOXW/bHble pedneKcbl BbICOKME C pacluMpeHUeEM
30H. [a3a NpUOTKPLIThI, 3padvkun cpegHux pa3mepos, D = S,
doTopeakumsa otcyTcTBYyeT. bonblon pogHmMyok 1,5 X 1,5 cwm,
He HanpsiXKeH, Masbli POAHUYOK He NanbnupyeTcs.

MpeaBapuTenbHbI AUarHo3

OcHoBHoe 3aboneBaHue: «PO9O Cynoporn HOBOPOXK-
LEHHOro HeyToYHeHHble». KoHKypupylouee 3abosieBaHMe:
«P37.9 BporaeHHas WHOEKLMOHHAA WM napas3uTapHas
60/1e3Hb HeyTOYHEeHHas». OcC/0KHEHUE OCHOBHOro 3a60-
neBaHusi: «P28.5 [bixatefibHasg HeLOCTaTO4YHOCTb Yy HOBO-
poxgaeHHoro. P83.3 [lpyrne u HeyTOYHEHHbIE OTEKM, CneLm-
dUYHbIE ONA nnojga M HOBOPOMXAEHHOro. [MApOTOpaKe».
ConyteTByrowme 3aboneBaHus: «LlepebpanbHaa genpeccus.
P52.0 BHyTpuKenyao4KkoBoe KpPoBOMU3NUAHWE 1-M CTEeNeHw.
P54.5 KpoBousnusHue B KOXy. TpoM603 BepxHen Mosaou
BEHbl. TpOoM6O3 MpaBOro CUrMOBMAHOIO W MOMEPEYHOro
cuHycoB. P71.4 unonapatupeos. D70 BpoxageHHbIn arpa-
HY/IOLIMTO3 HEYTOYHEHHbIN. CuHAPOM [An [KOpAKN?».

[AvHaMuKa u ucxop

B nepBble gHM npeb6biBaHua pebeHka B OPUTH Mopo-
30BCKOM 60MbHMLbI €ro COCTosiHMe O6bII0 CTabUIbHO TSAMKe-
NIbIM, COXPaHSINCb KOMa M MWOKJIOHMYECKME CYLOPOrM, Mpo-
ABMIEHNS [AblXaTelbHOW HEeAOCTaTO4YHOCTM (NpW NPOBEAEHUU
peHTreHorpadun Nerknx MOATBEPKAEHO Halanyine Bocnanu-
TeNbHbIX MUBMEHEHWUW, MPU3HAKM NPaBOCTOPOHHErO, 3aTeM ABY-
CTOPOHHEro ruapoTopakca). [aHHble nabopaTopHbIX aHa u-
30B MPOAEMOHCTPUPOBANN COXPAaHEHME pPaHee BbISIBAEHHbIX
M3MEHEHUI B aHanu3e KpoBu: NeikoneHns — 3,91 X 109/n
(Hopma 6,0-17,5 X 109/n), a6conoTHas HENTPONEeHUs —
0,77 X 109/n (Hopma 2,04-5,80 X 109/n), CHUXEH NOKa3a-
TeNb OTHOCWUTENIbHOIO KOMM4YecTBa HEWTPOODUNIOB: CErMEHTO-
anepHole — 29% (Hopma 31-40%), nanoykosigepHole — 2%
(Hopma 0,5-5,0%). B 6MOXMMMUYECKOM aHann3e KpoBW MNpu-
3HAKW 3HAYUTENbHbIX HapyLIEHUA MeTabonn3ma: runepnaKkra-
Temus — 10,7 mmonb/n (Hopma 0,7-2,5 Mmonb/n), rMnonpo-
TenHemus 34,3 r/n (Hopma 52-79 r/n), runoans6yMUHEMUS
20,9 r/n (Hopma 31,0-43,0 r/n), CHUKEHNE aKTUBHOCTM LLLENOY-
Hon docdaTasbl CbiIBOPOTKM Ao 47 E[/n (Hopma 91-281 E[l/n),
CHUXEHMEe KoHLeHTpauun docdopa go 0,86 mmonb/n (Hopma
1,87-3,74 mmonb/n) u Kanbuus go 1,71 mmonb/n (Hopma
2,25-2,75 mmonb/n). OTMEYEHO 3HaYUTENbHOE YBENUYeHue
KOHLeHTpaLmnu npokanbuutoHuHa (MKT) — ¢ 0,11 Hr/mn B 1-e cyT
HU3HU U 3,77 HI/MN Ha 3-M CYT KU3HK 10 8,27 Hr/Mn (HopMa
0,0-0,5 Hr/mn) n C-peaktnHoro 6enka (CPb) — go 13,3 mr/n
(Hopma 0,0-5,0 mr/n) K 14-M CyT XWU3HW, YTO CBUAETENbCTBO-
Baso O Pa3BUTUM MHOEKLMOHHO-BOCMANUTENBHOMO NpoLecca
Ha GoHe MacCUMBHOM aHTMOaKTepuanbHOM Tepanuu. Ha pas-
BUTUE MOSIMOPraHHOM HEeJOCTaTOYHOCTM (NMEYEHOYHOM, noyeuy-
HOM) yKasblBanu HapacTtalowas runoanbOyMUHEMUS, ONUTY-
pus, TMNepypuKemMus: movyeBnHa — 15,68 Mmonb/n (Hopma
1,10-8,20 mmonb/n), NPOrpeccupyowwni oTeYHbIN CUHAPOM —
NPeNMyLLECTBEHHO B 061aCTH rPYAHON KNETKU M BEPXHUX KOHEY-
HOCTEN, NOTPe6OoBaBLUNI CTUMYSALMK AUYPESa.

B cBA3K ¢ Hannunem y pebeHKa MOAMCUCTEMHBIX Hapy-
WEeHWA NPOBOAMAN KOHCYbTaALUMK C y4acTMEM HEBPOJora,
3HAOKPUHOMIOra, MMMYHOJIOra, remaTonora, reHeTuka. dHAo-
KPMHONOMOM Ha OCHOBaHWWM WMMEIOWMXCH 3EKTPOSIUTHbIX

CURRENT PEDIATRICS / 2025 / V.24 / N2 2

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 2



g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

HapyLweHUn (rmnoKanbunemus, runopochatemMms) U CHUXKe-
HUSA KOHUEHTpauun napatupuHa ao 0,4-0,1 nmonb/n (Hop-
va 1,17-7,63 nMonb/n) B AMHaMMKe nepsBbix 10 CyT XU3HK
3anofo3peH BPOMXKAEHHbIM rMNonapaTMpens, He UCKIoYancs
cuHapom v Koparu (C y4eTOM arpaHyfioumtosa U runo-
nna3uu BMIOYKOBOW Kenesbl 2-1 cTeneHun no gaHHbiM Y3U).

Hapsgy ¢ ypreHTHOM WHQY3MOHHOM KOpPpPEeKUMEN 3feK-
TPONUTHOTO AucbanaHca Ha3HayeHbl npenapatbl KanbLus,
anbdaKkanbumgon. MNpu mnccnegoBaHWM KIETOYHOMO UMMY-
HUTETa OblNM BbiIBNIEHbI HOpMasnbHble Mokasatenu KREC
(Kanna-geneunmoHHoe pPeKoMOMHALUMOHHOE 3KCLM3MOHHOE
Konbuo) u TREC (T-peuentopHoe 3KCLM3MOHHOE KOMbLO),
OfHaKO MMeNin MeCTo IMMONEHNS U CHUXKEHHbIE MOKa3aTe-
i cyénonynaunmn B-nuMbOoLNTOB, @ TaKKe CHUXEHWE KOMU-
yectBa T-mMMOLNTOB, HTO ObIIO pacLLEHEHO UMMYHOJIOrOM
KaK Npu3Haku cuHapomMa [An Kopmxu.

Mo gaHHbIM MHOroKaHanbHow J3I, BbINOMHEHHOW MpuU
noctynneHnn B OPUTH Mopo3oBcKkon 60nbHULbI (12-e cyT
YU3HU), OTMEYeHa Aenpeccust 6UO3NEKTPUYECKON aKTUBHO-
CTW FOJIOBHOIO MO3ra CO CHUXKEHMEM amMnauTyabl GOHOBOM
akTMBHOCTM A0 15-20 MKB BO BchbiwKax U MeHee 10 MKB
B MEXBCIbIWEYHbIX MHTEpBanax; 3aperncTpupoBaHbl pes-
Kne OfIMHOYHbIE WM CrpynnMpoBaHHbIE NaTONOrMYeCcKUe rpa-
poanemMeHTbl, He CONPOBOXAaBLNECH KIMHUYECKUMU IKBU-
BasJleHTaMM MPUCTYNOB, TUMKYHbIX A3 -NaTTepHOB NPUCTYNOB
He 3apernctpupoBaHo. TakMm 06pa3oM, reHe3 HeoHaTaslb-
HbIX CYAOPOr HY)KAaNCs B YTOYHEHWW.

Mo pesynbratam HeMpocoHorpadumn B 3TOT Neproj 6bin
BbISIBNIEHbI Cy6aneHaMMasnbHaa K1UcTa cnesa (6 Mm), npusHa-
KW HE3PENOCTU MO3roBbIX CTPYKTYP U BHYTPUKENYLOYKOBOE
KpoBOM3UsSHME 1-1 cTeneHu B ctaguun nusnca. B Bospacte
16 CyT XW3HW NpoBeAeHa MarHWUTHO-pe30HaHCHas TOMO-
rpadua (MPT) ronoBHOro mosra, BbiiBNeHO anddysHoe
WHTEHCMBHOE MnoBbilleHWe MP-curHana ot 6enoro Belle-
cTBa OOonblWMX nonywapuin, obycroB/IEHHOE He3aBepLlueH-
HOM MUEeNuHU3aunen n SABJIEHUAMU MEPUBEHTPUKYNAPHOM
nenkonatuu. OTMeYanucb HapyleHue CyfibKauun, AN3rnpus,
CrnaXeHHoCTb 60p034 M M3BUAMH 0OEWX NOOHbLIX [O0NEN,
BO3MOXHO, 0OYyC/noBNeHHble nuccaHuedanven (arnpus/
naxurupus). BbiiBNeHO ymMepeHHOe pacliMpeHne BUCOY-
HbIX U 3aHWX POroB GOKOBLIX KENy4O4KOB, B 3aAHEM pore
npaBoro 60KOBOr0O ejyJo4yKa OT/IOXKEHUE remMocuaepuHa.
KoHBeKcuTanbHoe cybapaxHouaanibHOe NPOCTPaHCTBO AUd-
$y3HO pacwmpeHo. CunbBUEBLI WENW paclunpeHbl, «OTKPbI-
Toro Tunar. PaclwumpeHve apaxHouaanbHbIX MO3XKEYKOBbIX
npocTpaHcTB. paBbii CUrMOBUAHbLIA U NMOMNEPEYHbIA CUHY-
Cbl BM3yanun3unpoBanucb dparMeHTapHO, CYXKEHbl, Pe3KOo
aCUMMETPUYHbI B CPaBHEHUM C KOHTpanatepasbHOW CTOpOo-
HOM, CUIHaN OT HWUX MOBbIWEH 3a CYET 3aMe/IEHNs KPOBO-
TOKa, OBYCNOBMIEHHOIO HaanM4yMeM TPOMOOTUYECKMX Macc.
AHanornyHble U3MEHEeHUs OTMEeYeHbl B BUAMMOM CErmeH-
Te NpaBOW BHYTPEHHEW SPEMHOM BeHbl. 3ak/io4yeHue Mo
pedynstataM MPT. nepuHatanbHoe nopaxkeHune LHC cwme-
LaHHOro reHesa. BpoXkaeHHbI NOPOK pa3BUTUSA FOJIOBHOIO
Mo3ra. JlnccaHuedanua? lepuBEHTPUKYNApHas fenKkona-
TMs. TpOM603 NPaBOro CUrMOBUAHOIO M NONEPEYHOr0 CUHY-
COB. BHyTpmKenyao4ykoBoe KpoBomanusHmue 1-1 CT.

Ha ¢oHe npoBoanMON KOMGUHMPOBAHHOM MPOTUBOCY-
[IOPOXXHOM Tepanuu y pebeHKa oTMeYanucb Jerko UHAyLMU-
pyemble Npu MaHUNyNaUUaX KIOHUYECKUE MNoLepruBaHus
KOHe4YHocTen. [pu nNpofoHrMpoBaHHOM ad3l-MOHUTOPUHTE
perucTpupoBann HU3KOAMMAUTYAHbIA NaTTepH GUO3NEKTPU-
YEeCKOM aKTMBHOCTM FOMIOBHOro Mo3ra 6e3 perucrpauuu
naTtTepHa CyAOPOXKHbIX MPUCTYMOB.

Mpn npoBeneHnn sxoxkapauorpadum oTMeYeHbl Mpwu-
3HaKW BbICOKOW JIEFOYHOM TUNEPTEH3UN U MPUCTEHOYHOIO
TpomM603a BEPXHEW MONOW BeHbI; Gblla corfacoBaHa aHTU-
KOoarynsiHTHasl Tepanus.

Pe6eHOK NOCTOSIHHO nony4an pecnupaTopHyto NoAAepPK-
Ky — nposoaunacb MBJ1 ¢ AMHaMUYECKUM U3MEHEHNEM ee
pexunmoB. [Ana ycTpaHeHus rmapoTopaKca BbIMOJHEH nac-
CUBHbIV ApeHaXk nneBpanbHOM NonocTn. B cBA3M ¢ noaucu-
CTEMHbIMW HapyLleHUsaIMU, B TOM 4ucne remMoctasa, U Heob-
XOAMMOCTbIO MPOBEAEHUS renapuHoTepanuu BbISBAEHHbIX
TPOM6030B pebeHOK Hapsigy C renapyvHOM nosyvan TpaHc-
$y3nn CBEXe3aMOPOXKEHHOW MNna3Mbl, Kpuonpeuunurara,
TPOMOOKOHLLEHTPATa, OTMbITbIX 3PUTPOLMTOB, aNbOyMUHA;
C MMMYHO3aMeCTUTENIbHOM LeNbld — npenapaTbl BHYTPU-
BEHHbIX UMMYHOTI06Y/IMHOB.

Ha 3-i Hen »W3HW pebeHKa Oblna oTMevyeHa TeHAeHUUs
K YMEHbLUEHMWIO AblXaTeNbHbIX U FEMOAMHAMMYECKMX Hapylle-
HWW, NPUCTYMbl HEOHaTasbHbIX CYJOPOr HE OTMeYanuCb, YTO
MO3BOJIUIO NEPEBECTU €I0 HAa MEHEE WKECTKME» pexxmMmbl NBJT,
nepruoanMyeckn BBOAUTb TPOPUYECKOE IHTEPANbHOE NUTaHKeE,
OTMEHWTb Ba30MpeccopHble npenapatbl. OgHAKo nepuoabl
CcTabunnaaunm cocTosiHUS BblIM KPaTKOBPEMEHHbBIMU, NEPUO-
[OMYECKM YCUNNBANUCH NaKTaTeMUS U INEKTPONUTHbIE HapyLle-
HMS, HA GOHE YMEHbLUIEHWS BblparKEHHOCTU HENTPOMNEHUH (YBeE-
NYeHne abCoOTHOMO Yncna HerTpoduios 1o 2,82 X 109/n).
O6palan Ha cebsi BHUMaHWE BbICOKMM MOHOLUMTO3 — 76%
(Hopma 5-9%), 4To noATBEPXAano TeyeHue MHOEKLMOHHO-
BOCManuTenbHOro npouecca Ha GoHe NOCTOSHHOM pe3epBHOM
aHTUMGaKTepmnanbHOM U NPOTUBOrPUBKOBOWM Tepanuu.

K KOHUy 3- Hep XW3HM cocTosiHMe pebeHKa Hayano
MPOrpeccMBHO YXy[llaTbCs: Hapocna AblxaTesbHas Hepdo-
CTaTOYHOCTb (OTMEYanuCb CTOMKME 3Nn3o04bl AecaTypalmu)
B coyeTaHuu ¢ Opaaukapaven. Ha peHTreHorpamme opra-
HOB TPYAHOM KNETKW BbIIBNEHO YBENWYeHWEe NNeBpasbHOro
BbINOTa ¥ NOSIBNEHUE NPU3HAKOB Cy6CerMeHTapHbIX aTenexTa-
30B. M3 nneBpanbHO NOMOCTM NOyYeHa XMNe3Has *KUAKOCTb
(95% — numdouunTbl), YCTAaHOBNEH AMArHO3 ABYCTOPOHHEro
XunoTopaKkca. B cBs3n ¢ BbisBneHem npu Y3W npusHakoB
pacrnpocTpaHeHns BEeHO3HOro TpoM603a Ha GpaxuuedanbHble
BeHbl 6blla BbIHYXAEHHO YCUNEeHa aHTUTPOMBOTHYECKas Tepa-
MW, 4TO CONPOBOXKAANOCH HapacTaHMEM TMMOKOArynsLMN.

Ha ¢doHe noBTOPHOW BOJMIHbI aKTMBALUU MHDEKLMOHHOIO
npoLecca y pebeHka oTMe4asncs TPaH3UTOPHbIV KOMMeHcaTop-
HbI HOPMOLIUTO3: YPOBEHb NIEMKOLMTOB — 9,6 X 109/, Konu-
4ecTBO HenTpodunos — 3,1 X 102/n npu yMEpeHHo MoBbI-
LIEHHbIX MOKasaTensix MapkepoB BocnaneHus (CPB, MKT).
[nHaMrKa OCHOBHbIX NabopaTopHbIX NOKa3aTenen npeacras-
NleHa B Tabn. 1, obpaliatoT Ha cebsl BHUMaHWE 3HauYnTebHoe
«OMOJIOXKEHME» HENTPODUNBHOTO MyNa KNETOK Ha GoHe MHDEK-
LMOHHOM «CTUMYNSLIMM», @ TAKKE COXPaHSIOLMMCH MOHOLIUTO3.

B Bo3pacTe 23 cyT 6bIIO BbINOJHEHO WCCeaOBaHWe
nyHKTaTa KOCTHOrO MO3ra, MOATBEpAMBLUEE PE3UCTEHTHbIN
XapaKTep HapylweHUs rpaHyoumMTonoasa ¢ NpenMyLLecTBEeH-
HbIM MOPaXeHMEeM CO3peBaHUsa HEMTPOdHUNoB (Tabn. 2).

B anMHamuKe no gaHHbIM MHOrOKaHanbHon 33l B BO3pac-
Te 26 CyT COXPaHsA0Ch BblpaXeHHOe yrHeTeHue OMOo3fNeK-
TPUYECKOM aKTUBHOCTU FOJIOBHOIO Mo3ra Ha GpoHe HU3KOoaM-
NAWTYAHOrO NaTTepHa C OTCYTCTBMEM 30HaSbHbIX Pa3NUYUiA.
Bblnv 3apernctpupoBaHbl eAnHUYHbIE pas3psabl ANuaenTy-
$GOPMHOM aKTMBHOCTY C rpagyaibHbiM UBMEHEHUEM HYaCTOTbI
WM amnauTyabl B MNepefHMX OTaenax npaBoro nosywapus,
no amnautyae MpPaKTUYECKU He MnpeBbilatolme GOHOBYIO
aKTUBHOCTb, U eIMHWYHbIE NATONOrMYecKkme rpadoanemMeHThbl
6e3 yeTKomn TonorpadmuyecKomn cneundu4HoCTH.

Mo cornacoBaHWO C reHeTUKOM AuddepeHunanbHas
[IMarHocTMKa NpoBoAMfacb cpean HacneacTBEHHbIX 60/1e3-
Hel o6MeHa, MOHOreHHbIX CWMHAPOMOB (CMHAPOM TWMO-
napatMpeosa — 3afepXKW pas3Butus — aucmopdusma
(OMIM #241410), BpOXAEHHOrO runonapatnupeosa u ap.),
XPOMOCOMHbIX aHOMasIMK (B TOM yucne cuHapom [u Kopaxu
WM ap.). Ons yToyHeHus AuarHosa B3§ATbl 06paslbl KPOBM
L1151 MOJTHOFEHOMHOIrO CEKBEHMPOBAHMS.



Ta6nuua 1. [laHHble NabopaTopHbIX UCCNeoBaHMI NauueHTa B AMHAMUKeE

Table 1. Patient’s laboratory results over time

Bospacrt
lNMokasarenu
1-10 cyT 12-14 cyt 18-21 cyt 27 cyt
Konunuectso neikountos, X109/n 41-7,7 3,9-4,0 4,05-6,59 4,0
PedepeHcHble 3HavyeHus 8,04-15,40 6,00-17,50 6,00-17,50 7,8-15,91
Konunuectso Hentpodunos, X109/ 0,01 0,77 3,1-1,53 4,47
PedepeHcHble 3HaveHus 1,6-6,75 2,04-5,80 2,04-5,80 2,04-5,80
[ons HenTpodunos, % 1-2 9,5 19,8-23,2 29,1 f,\,'
PedepeHcHble 3HaYeHns 43-83,5 31-40 31-40 31-40 E
[ons ¢/a HenTpodumnos, % 0-1 29 3,0-18,0 6,0 §
PedepeHcHble 3HavyeHus 39-52 47-72 47-72 47-72 i
[ons n/s HenTpodunos, % 0 2 1-12 12 &
PedepeHcHble 3HaveHuns 1-7 1-6 1-6 1-6 S
~
IgA 0,52r/n H/0 62 mMr/an 15 mr/on 7))
PedepeHCHbIe 3HaueHNs 0,02-0,50 0,02-0,50 1,4-5,0 1,4-5,0 g
18G 5,26 r/n H/A 310 mr/an 229 mr/aon E
PedepeHcHble 3Ha4yeHus 2,5-9,0 2,5-9,0 614-1536 320-1536 ﬂ
o
IgM 0,35r/n H/A 47 mr/pn 11 mr/an E
PedepeHcHble 3HavyeHus 0,2-0,8 0,20-0,80 6,0-24,0 6,0-24,00 E
C-peaKTUBHbIN 6eN0K, Mr/n 2,9 12,6 15,5 13,2 g
PedepeHcHble 3HavyeHus 0,0-5,0 0,0-5,0 0,0-5,0 0,0-5,0 ©
[MpOKanbUWUTOHWH, HI/MN 0,11-3,77 8,27 3,63 14,55
PedepeHcHble 3HaveHus 0,00-0,50 0,00-0,50 0,00-0,50 0,00-0,50
AYTB, ¢ H/0 25,6-40,4 92 > 300
PedepeHcHble 3HavyeHus 27,6-45,6 27,6-45,6 27,6-45,6 24,8-40,7
lNpumeyaHne. AHTB — aKTMBMPOBAHHOE YaCTMYHOE TPOMOGOMNIACTMHOBOE BpPEMS; M/9 — nano4vyKkosiAepHble; ¢/ — CermMeHTOsAepHbIE;

H/O — HET AaHHbIX.
Note. aPPT (A4TB) — activated partial thromboplastin time; RNC (n/g) — rod nuclear cells; SC (c/g) — segmentated cells; NA (H/8) — not

available.

Ta6nuua 2. Myenorpamma KOCTHOro mo3ra B Bo3pacte 23 cyT
Table 2. Bone marrow myelogram at 23 days of age

lNMokasarenu 3HauveHusa nauueHTa PedepeHcHble 3Ha4YeHUs
Mpomuenountsl, % 3,0 0,4-5,8
MuenouunTbl HenTpodunbHblE, % 2,4 6,2-12,6
ManoykosaepHble HenTpodubl, % 0,6 11,2-33,8
CermeHTosiiepHble HeUTpodUbl, % 0,4 6,2-22,6
[panynouuTonoas cospeBaHue HapyLleHo

Mopdonorus rpaHynouMTonoasa

NPU3HaKW ANUCTpaHynoLnuTono33a

HecmoTps Ha NpoBOAMMYIO MONMKOMMOHEHTHYIO MHTEH-
CUBHYIO Tepanuio, BKIOYaBLUY0 B TEPMWHAIbHOM MepUo-
[le 60/1e3HN MacCUBHYIO NMPOTUBOLLIOKOBYIO (FOPMOHaNbHY!IO,
Ba30MPECCOPHYIO TEPAanuIo, KOPPEKLMIO HapyLleHU remo-
cTasa W IerO4HOM rMnepTeH3nm), y NaumeHTKM NporpeccMBHoO
HapacTana noJiMopraHHasi HeJoCTaTO4YHOCTb, U B BO3pacTe
1 mec 6 cyT 6bin1 3adUKCUPOBAH SIeTalbHbIA UCXOA,.

MocMepTHbIN KNMHUYECKUI AnarHos 6bin chopmynupo-
BaH cnegylowmm o6pasom.

OcHoBHoe 3aboneBaHue: «Q04.3 BporkaeHHas aHoManums
pasBuTMa Mo3ra (nmMccaHuedanums)». OC/10)KHEHNST OCHOBHOIO
3abos1ieBaHUs: «|127.2 [pyras BTOpUYHAsA NeroyHas runepTeH-
3u4. 189.8 [pyrue yTo4HeHHble HEMHDEKLMOHHbIE 60NIe3HU
nMMdaTUHECKUX CoCyaoB U MMPaTUHECKUX Y3M10B: XMUI0TO-
pakc. P28.5 [lbixaTenbHas HeJOCTaTOYHOCTb Y HOBOPOXKAEH-
Horo. P83.3 [lpyrve n HeyTO4YHEHHbIE OTEKU, cneuuPpuryHble
4ns nnoja v HOBOPOXAeHHoro. P61.6 [pyrue npexoaswme
HeoHaTa/lbHble PacCTPOMCTBa Koarynsauum (runodunbpuHore-

HEMUS, YTHETEHUE NPOTPOMOMHOBOIO KOMMeKca). TpoM603
CUCTEMbI BEPXHEW MOJIon BeHbl. TPOMOO3 MpaBOro Cur-
MOBMAHOrO W nonepevyHoro cuHyca. P29.0 CeppaedvHas
HeAoCTaTOYHOCTb Yy HOBOpPOXKAEHHbIX. G40.2 CTpyKTypHas
doKanbHas anunencus». ConyTtcTByOlWME 3abosieBaHuUs:
«P52.0 BHyTpuKenygoyKoBOe (HeTpaBMaTM4EeCKOE) KPOBO-
n3nunsHue 1-i cTeneHun y nioga v HoBOpOXAeHHoro. P37.9
BpoxpaeHHas WHPEKLMOHHaa wnn napasuTtapHas 601e3Hb
HeyTo4yHeHHas. P54.5 KpoBoun3nnaHMe B KOXY Y HOBOPOXK-
aeHHoro. P71.4 mnonapatnpeos. CuHapom [Au xKoparKun?
P91.8 NepuHatanbHoe nopaxeHue LHC runokcuyecku-umile-
MWYECKOro reHesa. AKCTpanmpamuaHbii CUHAPOM».

Mpu naToMopdONorMieckom UccnegoBaHnu Gbinu BhisBe-
Hbl MPU3HAaKW pefyKLUMOHHOM AedopMaliMn rofoBHOro Mo3ara
(MUKpouedanus, nuccaHLedbanus, BEHTPUKYNOMEranus, oTcyT-
ctBMe aMdpdepeHLMpPOBKM MO3rOBOro BeLecTBa — MOCAON-
Has TMCTOAPXMTEKTOHMKA KOPbl MPaKTUYECKM OTCYTCTBYET,
rN1o3, nevkomansauus). BbipaxkeHHas AUCTPODUS MapeHxu-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

MaTO3HbIX OPraHoOB Y MUOKapaa, xonecta3 u GUbpo3 neyveHu,
B IETKMX — BOCNanuTENbHas MHOUALTPALIMS, KPOBOU3IUSHUS,
NPWU3HaKK NeroYHon runeptTeH3nn 2—3-i creneHn. OTMeYeHbI
TaKXKe runonnasus U akuuieHTanbHas WMHBOMOLMS TUMYCa,
OTCYTCTBME (rMNonnasva?) napawmToB1aHbIX XKene3. KpacHbli
MO3I K/IETOYHbIW, NPeAcTaBNEHbl BCE POCTKM KPOBETBOPEHMS.

Mocne HacTynneHns neTanbHOro ucxoga 6bian NoayyYeHsbl
pe3ynbTatbl MOJIEKYNSPHO-TEHETUYECKOTO WCCef0BaHUS:
B reHe CLPB (NM_001258392.3) B 3k30He 11 13 16 o6Hapy-
YXEH paHee onuncaHHbIN B uTepaType BapuaHT (HG38, chrll-
72301838C>CT, ¢.1293dup) B reTepo3MroTHOM COCTOSIHMMU,
NPUBOASLLMIA K CABUIY PaMKK CYUTbIBaHUS U GopmMUpoBa-
HUIO MpeXAeBpPeMEHHOro cton-KogoHa (p.Asp432Argfs*11),
C rnybuHOM NoKpbITUa 46X. BapuaHT aHHOTMpOBaH B 6ase
faHHbix ClinVar kak natoreHHbin (https://www.ncbi.nim.nih.
gov/clinvar/RCV000142987.3). BapuaHT onucaH B nuTe-
patype B KOMMayHA-reTepo3urote C ApyrumMu BapuaHTamu
y nauueHtoB ¢ 3-MIA, Tvn VIIB. BapuaHT ynomuHaetcs
B 6a3e [JaHHbIX MonynsiunoHHbIX YactoT gnomAD v. 4.1.0
c4vactoton 0,0015% (romo3uroTbl OTCYTCTBYIOT). [10 COBOKYM-
HOCTU CBEAEHWI HaWAEHHbIN BapWaHT pacLieHMBaETCH Kak
naToreHHbIN, ABNSIOWNICA BEPOSTHON NPUYNHOM 3aboneBa-
Hus. Kpome Toro, B reHe CLPB (NM_001258392.3) B 3K30-
He 13 13 16 o6GHapyKeH paHee He OnUcaHHbIN B nuTepaTy-
pe BapuaHT (HG38, chr11-72294617T>TA, ¢.1560+2dup)
B reTEPO3UrOTHOM COCTOSIHUK, MPUBOASLIMIA K U3MEHEHMIO
[IOHOPHOrO cailTa cnjancuHra, ¢ rnyouHoOn NoKpbITUa 52X.
BapuaHT pacnofioxeH B BbICOKOKOHCEPBATUBHOW MO3MU-
umn. KomnbloTepHble anropuTmbl NpefckasaHusa addekTa
BapMaHTOB Ha MPOXOXAEHWE CrnaalCuHra OoLeHWBatoT AaH-
HbI BapuaHT KaK natoreHHbin (SpliceAl — 0.68). BapuaHT
He ynomuHaeTcs B 6ase AaHHbIX MONYASLUMOHHbLIX YacToT
gnomAD v. 4.1.0. llo COBOKYNHOCTU CBEAEHWUN HaNOEHHbIN
BapuaHT pacLeHUBaeTCs KaK BapuaHT C HeornpeaeneHHoM
KNMHUYECKOM 3HAYMMOCTbIO. BbiiBNeHHble BapuaHTbl MOTyT
HaxoAWTbCS B TPAHC-NONOKEHUN U GOPMUPOBaTL KOMMNAayHA-
reTepo3UroTHbIM BapuaHT. [€TepO3UroTHblE BapuaHTbl B reHe
CLPB onucaHbl y nauueHToB ¢ 3-MTIA, tun VIIB (#616271)
C ayTOCOMHO-PELIECCUBHbBIM TUMOM Hac/leAoBaHUS.

Ha ocHoBaHWKM pe3ynsTaTtoB MOMEKYAAPHO-FEHETUHECKOTO
nccnefoBaHUs NOCMEPTHO YCTAHOBMEH AMarHO3 (OCHOBHOM):
«3-meTunrnytakoHoBas aumaypus, Tun VIIB (Hegoctato4HOCTb
KazenHonutnyeckon nentuaasbl B) (kog MKB-10: E71.1)».

MporHos
OXnaaemo HebnaronpUATHbIN B CBS3K C TaKeNbiM GeHo-
TMNOM 3a60NeBaHUS.

BpemeHHasn wKana
XPOHONOIrMs OCHOBHbIX COObLITUI Y NauneHTkn b. npea-
CTaBJ/IEHa Ha PUCYHKe.

OBCYXAEHME

MatoreHes3 3-meTUArNYTaKOHOBOW aLuAypun

3-MI'A — 370 rpynna peakux HacneacTBeHHbIX 3abonesa-
HUI, O6LWNM DEHOTUMUYECKMM NMPU3HAKOM KOTOPbIX SBNSET-
Cs BblAeneHne 3-MeTUNrNyTakoOHOBOW KMCNOTbI ¢ Mo4von [13].
MNepBUYHaa aunaypus ¢ SKCKpeLumen aTom KMCIO0Tbl Bbi3BaHa
HapylweHvem KaTabonnama NenumnHa, YTo NPUBOAUT K HaKonM-
JIEHWIO MPOAYKTOB €ro HEMNOJIHOMO MTMAPONN3a; MPU BTOPUYHOM
auMaypun MexaHu3Mmbl HaKomMaeHus 3-MEeTWATYTaKOHOBOM
KWUCNOTbl CBSI3aHbl C M3MEHEHWEM MNepeHoca 3NEKTPOHOB
N HapyweHnem QYHKUMOHUpOoBaHUSA ATD-cMHTa3bl, a TaKkKe
C 3aMe/IEHNEM OKUCNIEHUS aLeTU-KO3H3MMa A, 4TO NPUBO-
OWUT K HapylweHuto dyHKUMKM MUuTOXoHApuW [14]. PasnuyatoT
10 pasHbix dopM 3-MIA, Karaas M3 KOTOPbIX CONPOBOXaa-
€TCS NOBbIWEHHbIM BblAeNeHNnEM 3-MEeTUNTNYTaKOHOBOM KM1C-
JI0Tbl C MOYOW M HapyWEHUSIMWU ABWUraTeNlbHOWM aKTUBHOCTH,
O[JHAKO OHW OT/IMYAIOTCA MO CTPYKTYPE APYrMX KIIMHUYECKUX
NpPOosiBAEHWUI, NPOrHo3y U reHotuny [9, 10, 13]. BonbWKWHCTBO
TMnoB 3-MIA ne6loTUpyloT B MnageHyecTBe, ogHako 3-MIA
TMnoB | n V moryt maHudectupoBaTb B 6osiee crapliem
Bo3pacTe [5, 15, 16].

3-MTA, Tvn VIIB aTMonornyeckun cesi3aHa ¢ NnaToreHHbIM
annenem reHa CLPB (Ka3euHnutu4eckon nentuaasol B). eH
KoAMpyeT cuHTe3 O6enKka TenloBOro WoKa — 6enoK-lwane-
POH («HAIHbKa»), KOTOPbIN 06ecrnevyrBaeT MeTaboIM3M MUTO-
XOHAPHUaNbHbIX U LIUTO30/1bHbIX BETKOB, MO3TOMY CHUMKEHUE
€ro aKTMBHOCTM HapywaeT GYHKUMU MUTOXOHAPUIA, NpUYem
B pa3HOW CTeNeHn — B 3aBUCMMOCTHM OT BapuaHTa [17, 18].
OTn HapylweHus 6blIM CMOAENMPOBaAHbI Ha akKBapUyMHbIX
pbl6Kax [daHuno-Pepuro. Mpn paspywieHnn MUTOXOHAPHUANb-
HbIX 6€1KOB Y Pbl6OK BO3HWKaNN aHOManuv pasBuTns HepB-
HOW CUCTEMbI U ABUraTe/lbHble PacCTPOWCTBA, MAEHTUYHbIE
HabnogaemMblM y 60MbHbIX ¢ geduumntom 6enka CLPB, yTo
CBfI3bIBAIOT C NOBbIWEHHONW BO36YAMMOCTbIO B HEMPOHHbIX
uenax [7, 9, 19].

PUCYHOK. XpOHO/I0r1si OCHOBHbIX COBLITUI Y MaUMEHTKM B. ¢ 3-meTunrnytakoHoBow aumaypven, Tun VIIB
Figure. Patient B. with 3-methylglutaconic aciduria, type VIIB: key events chronology
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lNpnmevanme. HC — HeoHaTanbHble cygoporu; MNCI — npoTMBOCYyAOPOXHbIE Npenapartsbl; AH — AbixaTenbHas HeAoCTaTO4YHOCTb;

[MOH — nonunopraHHas HeAOCTaTOYHOCTb.

Note. NS (HC) — neonatal seizures; ASM (MNCIM) — anti-seizure medications; RF (4H) — respiratory failure; MSF (IOH) — multisystem failure.



MeTtoabl AMArHOCTUKKU

MeTabonn4ecKUt CKPUHKUHE (BK/IOYaa aHanu3 opraHu-
YECKMUX KMCMOT MOYM) — OAMH M3 NepBblX METOLOB AMarHo-
CTUKM, OOCTYMHbIM C poxaeHus. B obpasuax Mo4n obHapy-
MBAETCS MOBbIWEHHbIA YPOBEHb HE TONbKO NakTaTta, HO
TaKKe 3-MEeTUITNYTaKOHOBOW KUCOTbl U 3-METUAMTYyTapoBOM
KUCNOTbl. ATOT METOA PEKOMEHAYETCH MPW HaIU4yMM NoLo-
3pEHUN Ha MeTabonMyecKne HapylleHUsl, He BbiSiBNEHHbIE
npu HeoHaTanbHOM CKpWUHUHTre [10, 19, 20]. UccnegoBaHnus
MO4YM Ha OOBMEHHbIE HapyLLEeHWs AOCTYNHbI B Poccuu.

MonekynapHo-reHeTU4EeCKUI aHann3 MoATBepKAaeT
Hannyne NaToNOrMYECKUX annenen B reHax, acCoLMMpoBaH-
HbIX C 3ab0fieBaHUEM, B YacTHOCTU B reHe CLPB. 3T0T aHa-
I3 TaKXXe MOXHO MPOBECTU B HallEeW CTpaHe C POXKAEHMS,
€CJ/IN eCTb OTATOLLEHHbIN CEMENHbIV aHaMHe3. MoneKynapHo-
reHeTM4yecKas AMarHocTMKa NOo3BOMISET ONpeae/iMTb BapuaHT
reHa u Tmn 3abonesanus [7]. Mo gaHHbIM Ha 2017 T., onncaHbI
22 BapwuaHTa reHa CLPB y 31 nauneHnTa U3 18 cemen [9].

AHanM3 aKTMBHOCTM MWUTOXOHAPWUA MOXET MPOBOAUTLCS
B 6uonTaTtax TKaHeN, Hanpumep KO, AN OUEeHKN GYHKLM-
OHaNIbHOCTU MUTOXOHAPWI. ITOT METOA MOXKET ObITb UCMOSb-
30BaH B Nt060M BO3pacTe, HO ero BbINOAHeHWE TpebyeT
cneumann3npoBaHHbIX nabopaTtopHbIx ycnoBui [10].

MpeHaTanbHasa AMarHOCTMKa BO3MOXHA MPU WMCMOMb30-
BaHuMK ¢etanbHon [AHK, nonydyeHHOM npu amHUoLeHTe3e
UM 6MONCUN XOpPMOHA. ITOT METOA MPUMEHSETCSH B CEMbSX
C BbICOKMM PUCKOM nepeaayn 3aboneBaHus ¢ 10—-12-i Hep
6epemeHHocTH [10, 21]. MOMUMO 3TOro, AOSIKHO HACTOPOKMUTb
BblSIBIEHWE MHOTOBOAUS U @aHOMaNbHbIX ABUXKEHWUI BHYTPUYT-
po6HOro pebeHKa no Tuny «beTanbHbIX Cyaopor» (apoXKaHue
BEPXHMX KOHEYHOCTEMN, MOCTOSTHHO COMHYTble CyCTaBbl, 3aKPbl-
TbIi POT) NPU BUAEOYNbTPA3BYKOBOM MccaefoBaHnu [9).

[unarHoctuka Taxkenon, 6ypHO MaHUdecTUpytowen ¢ nep-
BbIX MWHYT KM3HM (@ MHOrAa W aHTeHaTanbHO) HepocTa-
To4yHocTn CLPB 3aTpyaHeHa B €BSI3W C HecneuudU4HOCTbIO
KIMHWYECKOM KapTWHbI, XOTS OTAENbHble CMMMTOMbI MOTYT
HaCTOPOXMTb Bpaya. ITM NpU3HaKM Gbliv CrpynnupoBaHbl No
3Tanam OHTOreHesa, W WX NpeasiaraloT oueHMBaTb B Gannax
ANA onpeaeneHns noKkasaHu K MoNeKyIspHO-reHeTUYeCKOMY
nUcenefoBaHMUIo U CyXKAeHMA 0 NporHo3e 6ones3Hu [9]. B aHTe-
HaTanbHOM MEepUoAEe BaXKHOE AMArHOCTMYECKOEe 3HayeHue
UMEIOT HapyleHns ABWUraTeNibHON aKTUBHOCTU BHYTPUYTPOG-
HOro pebeHKa — npu TAXeNoM GeHOTUNE OHa Halle CHUXKEHa,
HO MOXET ObiTb M MOBbIWEHA; BO3MOXHO Pa3BUTUE BHYT-
PUYTPOGHBIX KOHTpaKTyp. B HeoHaTanbHOM nepuoae y 92%
naumMeHToB C Taxenon ¢bopmMon 601e3HU UMEET MECTO HENT-
poneHus, y 44% — KaTapakTa, y 86% — reHepannu3oBaHHbIN
rMNepTOHYC/CKOBAHHOCTb, Y 40% — CyAOPOXKHbIE NMPUCTYMbI.
Y 6onblIMHCTBA NaumMeHToB ¢ 3-MI'A (62%) no pesynstatam MPT
BbISBASIOT NPOrpeccupytoLLyto atpoduto ronosBHoro mosra [9].

AnddepeHumnanbHaa guarHocTuka

OnddepeHunanbHas anarHoctnka 3-MIA, Tun VIIB, oco-
6EHHO MpW TAXKENon HeoHaTanbHOM dopme, npeactaBasieT
3HAYUTENbHYKD CNOXHOCTb. JTO O6YC/NOBAEHO PEAKOCTbIo
3a60neBaHns, OTCYTCTBMEM MATOFHOMOHMWYHbBIX CMMMNTOMOB
N CXOXECTbIO KIIMHWYECKOW KapTUHbI C PSAOM APYrMX narto-
norun. [lpeo6nagaHne HecneundbU4ecKUx MNpPOSBAEHUN,
TaKMX Kak MeTabo/IMYeCcKUit aumao3, rMnoTOHUS, CYyA0porH,
NnosIMopraHHas HeAoCTaTOYHOCTb M HapylleHUs remMocTasa,
3aTpyaHaeT paHHee pacrno3HaBaHWe W TpebyeT MeXxaucUm-
navHapHoro noaxoga [10]. B npouecce guddepeHumnans-
HOW AanarHocTukm 3-MIA, Tun VIIB Heo6xoanMMo nNpuHMMaThb
BO BHMMaHWe MWTOXOHApWanbHble 3aboneBaHus, BKIOYas
CUHAPOM Jles M MWUTOXOHAPWAaNbHble MWONaTUKU, KOTopble
COMPOBOXAAIOTCS BbIPaXKEHHbIM 3HEPreETUHECKUM AedULM-
TOM M HEBPOJOTMYECKUMWU HapPYLIEHUSIMU, OpraHM4yecKue
aumaypuu, a Takxke cencwmc [10].

JleyeHue

3TtnoTponHoro neyveHus 3-MrA, tTun VIIB He pa3paboTtaHo.
[poBOANTCS TONBbKO MaTOreHeTMyYecKas (CMMIToMaTUyYecKas)
KOPPEKLMS HapyLIEeHWUI y AeTeN € TshKeNnbiM GeHoTUnoM. 3To
NPOTUBOCYAOPOXKHASA Tepanus, pecnupaTopHas W Kapauo-
TOHUYECKas noaaepyKKa, MHOY3MOHHaAsa Tepanus (KOppeK-
UMa MeTaboNNYeCKUX HapyLleHni). [Ana KoppeKLUnn HENTPO-
NEeHWU WUCMONb3YIOT KOJNIOHWECTUMYNUpPYOWME npenapaThbl,
0N CHUXKEHMA M3ObITOYHOIO CIOHOOTAENEHNS — yaaleHue
C/IIOHHbIX Yenes uin BeedeHne B HUX 60TynoToKcuHa [10].

MporHos

MporHo3 3aboneBaHUsA ONpeaenseTca TAXKECTbO PpeHo-
TMNa — nNpu TSKENoW HeoHaTanbHOM GOpME MPOrHO3
HebnaronpuaTeH.

3AK/IIOMEHME

Oco6eHHOCTbIO NPEACTAaBNEHHOrO cyvas ABNSETCS Hanu-
yne y pebeHKa paHee He onucaHHoro npu 3-MIA, Tmn VIIB
runonapaTtvpeosa. BmecTte ¢ Tem, OTCyTCTBOBana BPOXKAEH-
Has KaTapakTa, TUMUMYHasa Onaa TaXenoro ¢eHotnna 6ones-
HW. O6paliano Ha cebs BHUMaHWe HEeOOCTUMEHUE KIIMHWUKO-
3HUedanorpapuU4ecKon pPemMuccum HeoHaTaslbHbIX CyAOpOr,
HEeCMOTPS Ha BPEMEHHbIV YaCTUYHbIN 3GPEKT KOMOMHUPOBAH-
HOW MPOTUBOCYAOPOXHOM Tepanun. MHOEKLMOHHbIN npoLece
Ha PpOoHe YaCTUYHO KOPPUrMpyeMOon HEMTPONEHUU CNOCOBCTBO-
Ba/l ObICTPOMY Pa3BUTUIO MONMOPraHHOM HEeLOCTaTOYHOCTM.
MocMepTHO BbIIBNEHHbIE M3MEHEHWS FOI0BHOMO MO3ra noga-
TBEPAMAN MPOrpeccUpyioLLyto Aerpagaumio HEPBHOM TKaHM
BCNeCTBME OCHOBHOIO reHeTMYECKOro 3a6oneBaHus.

WHO®OPMUPOBAHHOE COIJIACUE

OT 3aKOHHOro npeacTaBuTENs NauueHTa Mnoay4yeHo
MHPOPMUpPOBaHHOE 106POBO/ILHOE COrlacue Ha MCMonb30-
BaHWe MEANLMHCKMX JaHHbIX B HAY4YHbIX LEensx.
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060ocHoBaHue. Mykononncaxapuaos | Tnna (MIIC 1) 3a6oneBaHne, nasectHoe 6osee 100 nert. [NosiBieHHe HOBbIX NOAX0A0B
K Tepanum MIIC | cTaBUT nepes Bpa4omM HEOBXOAUMOCTb YETKOIo pa3rpaHUYeHUs NoATUINOB 3ab01eBaHus A/151 9POEKTUBHOMO
M pauyMoHaiIbHOro MCrob30BaHUsl METOAOB Je4eHusl. OnucaHue KIMHMYeCKoro cayyas. [esoyka b. ¢ paHHUM ae6loTom
MIIC | B HeoHaTa/ibHOM nepnoge. CUMITOMBbI opaxKeHms 0NopHO-ABUraTeIbHOro annaparta: npuBeaeHne nepeaHero otge-
J1a cTon v Agucnnasusi Ta3obeapeHHbix cyctaBoB. [Tpu aanbHenwem HabageHmn B Bo3pacte 6 Mec BbiSiB/IEHb! 3a4epHKa
JIMHEMHOIro pocTa, MyrnoYyHas rpbixa u dKCCyaaTnBHbIN OTUT. [ICMXOMOTOPHOE pasBuTME [0 roga — C TEMMNOBOM 3a4EpK-
Kon. K 1,5 rogam orpy6neHue 4epT inua, 4T0 B COBOKYIMHOCTM C OPTONeANYECKMMM NpobiemMamm, IKCCyaaTUBHLIM OTUTOM
M Ham4nem nyrnovYHON rPbiXKK MOCYIKMIO MOBOZOM A5 AMarHOCTUKM MyKoMnoaucaxapmuaosa. [uarHo3 «MyKornoamcaxapmaos,
WM I» 6bl1 yCTaHOB/AEH Ha OCHOBaHMU AaHHbIX KIMHUYECKOM KapTuHbI, 3H3UMOAMArHOCTUKU — BbIPaXXEHHOIr0 CHUXEHUS
aKTMBHOCTM JIM30COMHOro pepmeHTa anbda-L-uayporHmnaassl (0,26 MKMOJb/N/4; pepepeHcHble 3HadyeHus1 oT 1,96) un gaH-
HbIX MOJIEKY/IIPHO-rEHETNYECKOro 06ce0BaHMs — Hau4yusi natoreHHoro BapuaHta ¢.208C>T (GIn70Ter) B 3K30He 2
M HYKNeOoTUAHOro BapmaHTa HEM3BECTHOIO KIMHMYECKOro 3HavyeHus ¢.1524G>C (p.Glu508Asp) B 3k30He 10 reHa IDUA
B KOMMayHA-reTepo3nroTHOM COCTOSIHUM. [1pu MHCTPYMeEHTa1bHOM 06CAeA0BaHUN 10 AaHHbIM 3XOKapAuorpagum BbisiBAEHb!
0CO6EHHOCTH CTPOEHUSI MUTPAJIbHOIO KianaHa n MMHUMaJslbHas aopTasibHas He4oCTaToqHOCTb. [10 AaHHbIM y/1bTPa3ByKOBOIr0O
nccne[0BaHUs OpraHoB 6PIOLLHOM MOI0CTU — MPU3HAKKU renaTtoMerainu, rmapoKaanKo3a, MMenodKTasuu crpasa, pasmepb!
M0YEK MeHbLLE BO3PacTHbIX HOPM. [IpoBeaeHa MarHMTHO-pe3oHaHCHas ToMorpagusi opraHoB GPIOLIHOM NOAOCT — KapTuHa
MPOCTbIX KMCT Moyek. 3akaoyeHne. OCO6EHHOCTbIO JaHHOMO KIIMHUYECKOro Cayqas ABASETCS CI0XHOCTb AnpdepeHLmnab-
HOV AMarHOCTUKM mexKay Tsxkenon opmon MIC | — cuHapomom lypnep n 6onee Msirkon gopmort — cuHapomom lypnep —
Llene. Hann4mne y naumeHTKH, no AaHHbIM MOJIEKYISPHO-FEHETUYECKOro 06CAe40BaHMs, 4aCToro NnatoreHHoro BapuaHta
c.208C>T (GIn70Ter) B reHe IDUA, accounnpoBaHHOI0O C TAKe/bIM Te4eHneM 3abosieBaHus, U HyKAeOTUAHOIro BapuaHTa
C HeonpeaeeHHOM KIMHNYECKOM 3HaYMmMocTbio ¢.1524G>C (p.Glu508Asp) TpebyeT Ao06Ce0BaHUS] — MPOBEAEHUST yHK-
LMOHa/IbHOro aHaim3a paHee He ONMcaHHOro BapuaHTa 4/ yCTaHOBAEHUS €ro BAUSHUS Ha QyHKUMIO 6eslKa, YTO MOMOXKET
60J1ee TOYHO yCTaHOBUTbL GOPMY 3ab601€BaHUS U CIIPOrHO3MPOBATL TSXKECTb €ro Te4eHUs. YHUKaIbHbIM 47151 AaHHOro ciy4asi
aBnsetcs coyetaHne MIIC | v MoamMKUCTo3a rnoYeK y npobaHaa.

KniodeBbie cnoBa: myKkorionvcaxapmaos | tuna, cuHapom lypnep, cuHgpom lypnep — Lene, auppepeHumansHas gmarHoc-
TUKa, KITMHWYECKUI Crly4an

Ansa ynTupoBanumsa: bydnHckas H.B., BedykacoBa A.O., LUnwyHosa E.E., KpaBuosa 10.C., Bawakmaase H.[., Xypkosa H.B.,

Koctuk M.M. JuddepeHumanbHas gnarHoctuka cuHapomos [ypnep u [ypnep — Lene: onnucaHne KIMHUYECKOro cnyyas.
Bonpocsi coBpemeHHown neguatpumn. 2025;24(2):105-111. doi: https://doi.org/10.15690/vsp.v24i2.2883

OBOCHOBAHME MNosiBNeHMe HOBbIX MOAXOA0B K TEpanuu aToro TAXenoro
Mykononucaxapvao3 | Tuna (MIC 1) — peakas (M30comHas 3ab0eBaHUs TpebyeT YETKUX KPUTEPMEB ANS pa3rpaHuye-
60/1€3Hb HaKOM/EHUs, KOTOPOM B POCCUMCKOW M MHOCTPaH- Hus noaTMnos MIC | ¢ uenbio ahGEKTUBHOIO M paLMOHaNb-
HOM nuTepaType MNOCBSALEHO MHOXeCTBO cTatei. Mo 3anpo- HOrO MCMONb30BaHWSA METOAO0B Tepanuu.
Cy B WHTepHeT-6ubnnoteke PubMed (Mucopolysaccharidosis B KnuHuyeckon kaptnHe MIC | nctopmyeckn Bblgens-

Type 1) [1] no cocTosiHMio Ha 04.02.2025 — 2819 ny6aunKauui. 0T 3 BapvaHTa B 3aBUCMMOCTM OT GEHOTUMa U CTEeMNeHu
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TAXKECTU 3ab60neBaHnsa 1 NopaxKeHWUs LeHTpabHOW HEPBHOWM
cuctemsbl (LLHC): Typnep, lypnep — Lene n Wene [2-4].

Ona dopmbl MINC | BapnaHTa [ypnep xapaKTepHbl paH-
HWUM OE6IOT CUMMNTOMOB (CpedHU BO3PacT BO3HUKHOBEHUS
cumnTtomoB cocTtaBnser 0,5 roga [3]), paHHee dopmupo-
BaHune [ypnep-nogo6bHoro ¢eHoTMna, paHHee nopaxKeHne
LUIHC B BMAe 3aeprKKM NCUXOMOTOPHOIO M MCUXOPEYEBOro
pa3BUTUS, MYbTUCUCTEMHOE MOPaXKeHMWe OpraHoB U CUCTEM
opraHn3ma (MHOXECTBEHHbIN AN30CTO3, MPbiXKK, MOpaxKeHue
opraHa 3peHus, JIOP-opraHoB, nopakeHue cepaua U rena-
TocnneHomeranus). NopaxkeHne noyYeK HexapaKTepHo [3, 4].

Mpn BapuaHte lypnep — Lllene aebioT 3aboneBaHuUs
B cpegHem B Bo3pacte 1,9 net [3], MMelTCa LWUPOKKH
cnexkTp ¢GEeHOTUMUYECKUX MPOSBNEHUN U BapuabenbHoe
nopaxkeHune LUIHC, a TakKe 605ee Nno3gHee BOB/ieYEHME ApY-
rMX CUCTEM W opraHoB [3, 4].

[TOMUMO KIMHUYECKMX, UMEIOTCA reHOTUN-GeHoTUNnYe-
CKMe 0CO6EHHOCTH, MO3BOASIOLME NPU ONPEAENEHHbIX Nepe-
CcTponKax reHa IDUA npeackasaTb TaXKecTb 3aboneBaHus [2].
OcHoBHble otnnuma ¢opm lypnep u lypnep — Lene npea-
cTaBJ/eHbl B TabauLe.

Ha cerogHsWHWM AeHb B KITMHUYECKOM MPaKTUKe UCNOoSb-
3yl0T ABa MeToda naTtoreHetudyeckon Tepanumn MIMC I: dep-
MeHTO3amecTuTeNbHyto Tepanuio (P3T; napoHnaasa) U TpaHc-
niaaHTaUMio remMonoaTMYecKMx CTBOJSIOBbIX KneToK (TICK).
OrpaHuyeHna ®3T cBA3aHbl C HEBO3MOMXHOCTbIO MPOXOXK-
OEeHUs npenaparta 4Yepe3 remaTtosHuedannyecknin bapbep,

YTO MPWMBOAMUT K AajbHENLLEMY NPOrPECCUPOBAHUIO HEBPO-
JIOrMYecKkux nposieneHnin 3abonesanus. TTCK, B cBoto ove-
pedb, 4AeT BO3MOXHOCTb MPOHUKHOBEHWSI COBCTBEHHOrO
depmeHTa K UHC, HO UMEEeT BbICOKMI PUCK Pa3BUTUS OCIIOXK-
HeHun [3, 5]. Bbibop MeTofa nevyeHus 3aBUCUT OT GOopMbl
3abo0neBaHus.

YynuTblBasi BbICOKME PUCKU pPas3BUTUS OCIIOKHEHUN,
TIFCK pekomeHaoBaHa Ans NauuMeHTOB C Tsxenon dopmon
MIMC | — cungpomom lypnep. TTCK npoBoautcsa B Bo3pac-
Te Ao 2 NeT, NOKa He NPOM30WAN 3HAYUMbIE UBMEHEHUS CO
CcTOpOHbI LIHC [3]. Ba)XHO He TONbKO paHo yCTaHOBWUTb Auar-
HO3 MIC |, HO 1 OLEHUTb CTEMNEHb TAXKECTU 3aboneBaHuUs:
cuHapom lypnep wnu lypnep — LWene.

B cBfI3M C BO3MOXHbIMU OC/IOXHEHUSMM, OrpaHuye-
HUAMU Tepanuu U Tem, Y4TO HWU OAMH M3 CYLECTBYHOLWMX
METOZOB /Ie4EeHUS, UCNONb3YEMbIX Ha MPaKTUKe, He ycTpa-
HSAET KIMHWYECKUE NPOSIBNEHNS 3a60eBaHUSA NOMHOCTbIO,
B HacToslliee BpemMsa B KayecTBe 3TMOMNaTOreHeTM4ecKo-
ro nedyeHus MIC | paccmaTpuBaloTcs reHHas Tepanus
M reHOMHOE pefaKTupoBaHue [6].

BO3MOXXHbIMW BapuMaHTamMu reHHOM Tepanuun sBaseTcs
BBegeHne reHa IDUA ¢ nomollbio BMPYCHbIX BEKTOPOB
B KJIETKM KOCTHOro mMo3ra naumeHta ¢ MIC | ¢ nocne-
aylouen aytotpaHcnnaHtaumen (aytoTlCK). B kadectBe
BEKTOPOB WCMO/b3YOTCA PETPOBUPYCHI, aAeHOBMPYChI
M NeHTUBUPYCbl. Takaa Tepanus B pamMKax KJIMHWUYECKOro
ncecnefoBaHusa nokasana cBoto 9GDGEKTUBHOCTb HE TONIbKO
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Differential Diagnhosis of Hurler and Hurler-Scheie Syndromes:
Clinical Case

Background. Mucopolysaccharidosis type | (MPS 1) is a disease known for over 100 years. Implementation of new management
approaches for MPS | requires from doctor to clearly differentiate subtypes of this disease for the effective and rational use of treatment
methods. Clinical case description. Girl B. with early MPS | onset during the neonatal period. Symptoms of musculoskeletal system
damage were the following: feet adduction and hip joints dysplasia. Further follow-up at the age of 6 months has shown linear growth
retardation, umbilical hernia, and exudative otitis. Psychomotor development up to 1 year of age was delayed. Coarse facial features
by the age 1.5 years along with orthopedic problems, exudative otitis, and umbilical hernia led to mucopolysaccharidosis diagnosis.
The diagnosis of mucopolysaccharidosis type | was established according to clinical findings, enzyme diagnostics (significant decrease
in lysosomal enzyme alpha-L-iduronidase activity — 0.26 pmol/l/h; reference values from 1.96), and molecular genetic testing
(pathogenic variant ¢.208C>T (GIn70Ter) in exon 2 and nucleotide variant of unknown clinical value ¢.1524G>C (p.Glu508Asp) in
exon 10 of IDUA gene in compound heterozygous state). Echocardiography has revealed structural changes in the mitral valve and
minimal aortic insufficiency. Abdominal ultrasound has revealed signs of hepatomegaly, hydrocalycosis, right-side pyelectasia, kidneys’
sizes lesser than the age norms. Abdominal magnetic resonance imaging has shown simple kidney cysts. Conclusion. The major
feature of this clinical case is the complexity of differential diagnosis between the severe form of MPS I, Hurler syndrome, and milder
form, Hurler—Scheie syndrome. Molecular genetic testing has revealed the presence of the frequent pathogenic variant ¢.208C>T
(GIn70Ter) in the IDUA gene associated with severe disease course and nucleotide variant ¢.1524G>C (p.Glu508Asp) with undefined
clinical significance, thus, additional examination is necessary. Functional analysis of the novel variant is required to establish its role
in protein function. It will help more precisely determine the disease form and predict its severity. Combination of MPS | and polycystic
kidney disease in the proband is unique case.
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Ta6nuua. InddepeHumanbHas agnarHoctuka cuHapoma lypnep u lypnep — Leine [2—-4]
Table. Differential diagnosis between Hurler and Hurler—Scheie syndromes [2-4]

MpusHak Cunapowm lypnep Cunapowm lypnep - Leie
MepBble CUMMTOMbI, NeT 0,5 1,9
BoapacT anarHocTuKu, net 0,8 3,8

YacTble naToreHHble BapuaHTbl
B reHe IDUA no faHHbIM €BPONencKoro
perunctpa MIC | [2]

B 71,4% cny4aeB HOHCEHC-BapUaHTbl;
BapuaHTbl WA402X n Q70X
(6onee 50% naumeHTOB)

B 71,8% mucceHc-BapuaHThl;
YyacTbl BapuaHTbl L490P/L490P, P533R/
P533R, L238Q/W402X

[ypnep-nofo6HbI deHoTMN +++ ++
Bosneuyenune LIHC (3apgeprkka NCMXOMOTOPHOIO i /-
1 NICUXOpeYeBOro pa3BuTus)

MHOeCTBEHHbIN AN30CTO3 ++ +
TyronoaBMKHOCTb CyCTaBOB ++ ++
MomyTHEeHWe porosuLbl ++ +

HelpoceHcopHas TyroyxocTb 2-3-1 cTenexun 1-2-1 cTenexu

MopaxkeHue cepaua ++ T+

[enatocnneHomeranuns ++ +

lpumeyvaHume. +++/++/+ — cTeneHb BblparkeHHocT cumnToma. LLIHC — ueHTpanbHas HepBHasa cuctema.
Note. +++/++/+ — symptom severity. CNS (LLHC) — central nervous system.

ONA CHUXXEHMWA CTEMNeHU BbIPaXEHHOCTU COMAaTUYECKMUX
NposiBieHUN 3a6oneBaHusd, HO U ONA CHUXKEHWUSA CTEMEHM
nopaxenus LIHC [6].

Eule ogHUM HOBbIM HanpaBneHveMm B neveHun MIIC |
AB/ISETCA UCMOJIb30BaHWE reHETUYEeCKU MOAMDULMPOBAHHO-
ro ruépuaHoro 6enka, cocrosuwero u3 IDUA n Fab-dparmeHTa
crneundryeckoro aHtTuTena NpPoTUB YesIOBEYECKOro peLern-
Topa TpaHcdeppuHa 1 (hTfR) [7]. JaHHbIM TMOPULHBIN 6GENoK
CMOCO6EeH TPaHCMOPTUPOBATLCH B LepebpanbHylo NapeHxu-
My Yyeped hTfR Ha 3HAOTENMM KanuMAnapoB Mo3ra, T.e. Yepes
rematoaHuedannyeckum 6apbep [7].

KNUHUYECKHUIA NPUMEP

0 nauyuneHTe

[eBoyka b., Bo3pacT 1 rog 8 mec, oT HEPOACTBEHHOIO
OpakKa, aTHMYECKM CNnaBsHKa (Mo caMoonpeaeneHunto poaute-
nen). HacneLcTBEHHOCTb MO BPOXAEHHBIM NMOPOKaM pa3Bu-
TUS, XPOMOCOMHbIM @aHOMaNMUaM M APYrMM HacneacTBEHHbIM
3a6oneBaHunsam, B Tom yncne no MIC |, He oTarouleHa.

Hanobbl Ha 4YacTble OCTpble pecnupaTtopHble UHOEK-
umn (OPU) c yvactotom 1 pa3 B 2 MeC, MHOXECTBEHHble
KOCTHO-MblLWeYHble AedopMaLinn, KaTapaibHbli OTUT, NynoY-
HYIO FPbIXKY.

AHaMHe3 XU3HU

[eBoyka oT 1-M 6epeMeHHOCTM (5-9 MonbiTKa 3KCTpa-
KOpropanbHOro Onjog0TBOPEHHMS), NpoTeKaBluen Ha (OoHe
OTC/IOMKW XOPUOHA, aHeMuM, NNaueHTapHbIX HapylweHuw,
HOBOW KOpOHaBWpycHOM WHbeKuun B 29 Hepd. Poabl 1-e,
B CPOK 38 Hel 5 AHEN nyTeM 3KCTPEHHOro KecapeBa ceyve-
HU$ (cnabocTb POAOBON AEATENBHOCTH, Y3KU Ta3). [Npun pox-
neHun: macca Tena — 3470 r, anMHa — 53 ¢Mm, OLEeHKa Mo
wrane APGAR — 7/7 6annoB. Ha 5-e cyT B TA»Ke/IOM COCTO-
AHWW NepeBefeHa B OTAEeNEHWE NaTONOrMM HOBOPOXKAEHHbIX
C AMarHo3oM: «TpaH3UTOPHOE TaxXWMMHO3 HOBOPOXKAEHHOrO,
AblxaTeNlbHas HeAOoCTaTO4HOCTb HOBOPOXAEHHOro 1-i cTe-

neHn, MophodyHKLMOHaNbHAs HE3PenocTb, TPaH3UTOpHas
rmnepounmMpybuHemMmns, yCcTaHOBOYHas KpuBOlLEs CcNeBa,
CTEHO3 HOCOCNEe3HbIX KaHanoB». BbinucaHa ¢ ynyylleHu-
eM noa HabngeHue crneunanmucToB No MeECTy XUTeNbCTBa.
B HeoHaTanbHOM nepuofe Haxoaunacb noa HabAAeHK-
eM W obcnefoBanacb MO MECTY KUTENbCTBa C LUArHO30M:
«lepebpanbHasg uwemua 2-i cTeneHn, CUHAPOM YrHETEHMS.
HeoHaTanbHas »entyxa HeyTo4HeHHas. MenKkne KUCTO3Hble
0o6pa30BaHuUs B NIeBON NoyKke. CTEHO3 HOCOCNE3HOro KaHa-
na. JIaTeHTHbIM AedULAT Kenesan.

AHamMHe3 60/1e3HHU

B Bospacte 1 Mec NO Ha3HayeHutio Bpava-opTonega
noslyqana Kypc neyeHus rMncoBbIMW MOBA3KaMW AN KOp-
peKLMU NpUBELEHUS NepefHero otgena cronbl. B atom ke
BO3pacTe BbiSiB/iIEHa A1Cnia3na Ta3o6eipeHHbIX CyCTaBOB.

Mo paHHbIM 3xoKapanorpadumn (IxoKl) anarHoctnposa-
HO OTKPbITOE OBa/IbHOE OKHO, GYHKLMOHUPYIOWWUIA OTKPbI-
Tbli apTepuasbHbli NPOTOK. M3 0COGEHHOCTEN: He npowna
ayLMOCKPUHUHI B poaLoMe, B AajlbHenweM Habnioganacb
JIOP-Bpa4om no noBoAy aKCCyaaTUBHOMO OTUTa.

K Bo3pacTy 6 Mec o6pallanv Ha cebs BHUMaHWe BbICOKME
pocToBble NPUGABKK, B CBA3M C YEM HaMnpaB/ieHa K JETCKOMY
3HAOKPUHONOrY; YCTaHOBMEH AMarHo3: «KOHCTUTYLMOHaNbHas
BbICOKOPOC/NOCTb». BrnepBble BbiiBlieHa MynoyHas rpbixKa.
[cuxoMOTOPHOE pa3BUTUE A0 roja C TEMMNOBOM 3a4EPKKOM
OTHOCUTENBHO BO3PACTHbIX HOPM: B BEPTUKaIbHOM MOJO-
EeHWU yaeprkuBana ronoBy ¢ 3 Mec, CaMOCTOSATENIbHO cena
B 9 mec, BcTana y onopbl B 8 mec, nowna B 1 rog 3 mec.
MepBble 3y6bl NOSBMAKUCH B Bo3pacTe 7 mec. B rog cnosap-
HbIY 3anac okono 50 cnos. K 1 rogy 8 mec B peyn OKOMo
100 cnos, dopmupoBaHue NpocTbix dpas.

Mocne 1 roga poauTenn 3aMeTUIN OCOBEHHOCTU CTpoe-
HUS Yepena.

C Bo3pacTta 1 roga 6ecnokoat Yactble OPU. K 1,5 rogam
neguaTp oTMeTUna uamMeHeHue deHoTuna (orpybneHue
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4yepT NMua), 4TO B COBOKYMHOCTM C OPTOMEAMYECKUMMU
npo6aemMamMu, IKCCYAaTUBHbLIM OTUTOM M HaM4YMEM MNyMnoY-
HOM PbIKK MOCAYKMNO MOBOAOM A1 UCKIOYEHUS MYKO-
nonvcaxapugosa.

B 1 rog 5 mec npoBeaeHbl CKPUHWHI JIM30COMHbIX
60/f1Ie3HEN HaAKOMJEHUS W  MOJNEKYISPHO-reHeTu4ecKkoe
uccnegoBaHve Ha 6ase MeaWMKO-TeHETMYECKOro LeHTpa
HMMWLL 300poBbsi AeTEN: BbISBIEHO BblpaXKEHHOE CHUMKEHUE
aKTMBHOCTU anbda-L-naypoHmaasbl — 0,26 MKMOAb/1/4
(pedepeHcHble 3HaveHuss oT 1,96 MKmonb/n/4). Mone-
KyNSipHO-TEHETUYECKOe 06CefoBaHNe: B 3K30He 2 reHa
IDUA BbIIBNIEH HYKNEOTUAHbIM BapuaHT ¢.208C>T
(chr4:987858C>T; NM_000203.5; rs121965020) B rete-
PO3UIOTHOM COCTOSIHWK, MPUBOASIWNMIA K MNpPeXAeBpeEMEH-
HOW TepMWHauuu TpaHcnasuuu (p.GIn70Ter), onucaHHbIN
B KOHTPO/IbHOM Bbl6opKe gnomAD v.4.1.0 ¢ yactoton 0,05%.
HyKkneoTuaHblM BapuaHT onucaH B MexayHapogHon 6ase
HGMD professional [CM930424] y nauueHtoB ¢ MIIC |I.
B 3k30He 10 reHa IDUA BbISIBIEH HYKNEOTUAHbIM BapuaHT
¢.1524G>C (chr4:1003157G>C; NM_000203.5) B retepo-
3UFOTHOM COCTOSIHWUM, PACMONIOXKEHHbIN B «rOpsivYen TOYKe»,
NPMBOASALWMIA K aMUHOKMUCNIOTHOMY BapuaHTty p.Glu508Asp,
He OMWCaHHbIM B KOHTPONbHOM BblGopKke gnomAD v.4.1.0.
Ha ocHOBaHMK AaHHbIX KITMHWUYECKOW KapTWUHbI M NabopaTop-
HbIX UCCNIeA0BaHUIM ycTaHoBNeH agnarHo3 MIIC |.

B 1 rogq 7 mec no gaHHbIM I9xoKI BbiiBNeHbl 0CO6EH-
HOCTM CTPOEHUS MUTPaNbHOrO KnanaHa, HeAoCTaTOYHOCTb
Ha MUTpaNbHOM KnanaHe 2-i CTeNeHu, MUHMMabHas aop-
TanbHas He#oCTaToO4HOCTb. 0 [JaHHbLIM YNbTPA3BYKOBOro
nccnenosaHusa (Y3W) opraHoB OpPIOLWHOWM NOMAOCTU — MpPU-
3HaKW renatomeranuu, AMPOY3HbIX UBMEHEHUN MEYEHMH,

Puc. 1. Mpo6aHa B Bo3pacTe 1 roga 7 mec
Fig. 1. Proband at the age of 1 year 7 months

VCTOYHMK: GOTO NPeaocTaBneHo POAUTENsIMU NauUeHTKn, 2024 r.
Source: photo was provided by patient’s parents (2024).

NOAXKeNya04HOM Kenesbl, NapeHXMMbl MOYEK, TMAPOKANNKO-
3a, NMeN03KTasumn crnpasa. Pazmepbl NovYeKk MeHblue pede-
PEHCHbIX 3HaYeHWMW ONa OaHHOro Bo3pacTa. [lpoBeaeHo
MarHUTHO-PEe30HaHCHOEe UCcCefoBaHWe opraHoB GpPIOLLIHOM
nonoctn: MP-KapTUHa NPOCTbIX KUCT MOYeEK.

dusukanbHas gMarHocTMKa

O6beKkTMBHbIE AaHHble B Bo3pacTe 1 rog 8 mec: mac-
ca Tena — 12,5 Kr (Z-score = +0,77 SD, 78%), pocT —
88 c™m (Z-score = +1,34 SD, 91%), UMT — 16,1 (Z-score =
+0,01 SD, 50%). Makpouedanus, USMEHEHUE YepT auua
no TNy raprownn3ma, BbICTynatowmnin 106, cBetible BOJO-
Cbl, BbICOKas rpaHuua pocTa BOMOC Ha by, ryctble 6poBH,
rMnepTenopunam rnaga, niockKas, WMpoKas nepeHocuua, Kpyn-
Hble HO34PMW, LMPOKOE OCHOBaHUE HOCa, AJIMHHbIA GUALTP,
MaKpOCTOMMUS, NOJIHbIE Ty6bl, OTHOCUTENbHAs runepTpodus
[eCeH, MONYOTKPbITbIA POT, HU3KOPACMONOXKEHHbIE YLIHbIE
pPaKoBWHbI, KOpoTKasa wed. boykoobpasHas aedpopmauus
FTPYAHOW KNETKM C pa3BEpHYTOM HUXKHEW anepTypon, rpy-
OOMOSICHUYHbIM KU)O3, OrpaHnU4YeHne NnoaBUMKHOCTU JIOKTe-
BblX, Ta306eApeHHbIX CYCTaBOB, BafbrycHas gedbopmauus
rO/IEHEN U CTOM, LUMPOKUE KUCTKU, BpaxnaaKTUINS Ha KUCTAX
n ctonax. lynoyHasa rpbika 1,5 cM, nerko BnpaBiseTcs.
HocoBoe pAblxaHWe HECKOSIbKO 3aTpyaHEHO, OTAENseMOoro
HeT. [paHuLbl OTHOCUTENbHOW CepaeYHOM TYyrNoCTH: neBas —
Nno NeBOW CPEeAHEKTIOYNYHON NUHKKN, BEPXHAS — 3-e pebpo,
npaBass — No NpaBOMYy Kpato rpyauHbl. [pu aycKynbTaumu:
CUCTOSIMYECKUI LLIYM CpeaHEN MHTEHCUBHOCTH Ha 061acTbio
cepaua (Bepxylka cepaua, TouKa BboTkuHa), He pacnpo-
CTpaHsaeTcs 3a npeaensl rpaHuy cepaua. Mpu nanbnauuu
MBOTa: nevyeHb +1,5 cM 13-noa Kpas pebepHon ayrun, Kpan
OCTpbIW, cenedeHka He nanbnupyeTtcs. TOHYC MbILLL, YyMEPEH-
HO CHUKEH.

doTo NnpobaHaa npeacTaBaeHo Ha puc. 1.

MpeaBapuTenbHbIA AUArHO3

OcHOBHOM: MyKononucaxapuao3 | Tuna, NpeanonoxKu-
TenbHo, BapuaHT lypnep — Lene. ConyTcTByOWMIA: NOAN-
KWUCTO3 MOYeEK.

AnHamMuKa n ucxopabl

B Bo3pacte 1 roga 8 wmMec rocnutanusnpoBaHa
B HWUW neanatpun HKL N°2 &IrbHY «PHUX wm. akap.
B.B. MNeTpoBCKOro».

B 6MOXMMMYECKOM aHaNM3e KPOBM: NOBbIWEHWE YPOBHS
wenoyHon docdatasbl go 597 Ea/n (156-369), ANIT —
no 43 Ea/n (0-35), octanbHble MoKasaTenu B rnpege-
nax pedepeHcHblX 3HayeHwi. MoBblleHWe TpaHcamuHa3s
M NOBbILWEHWE YPOBHSA WeNo4YHon docdatasbl CBUAETENL-
CTBYIOT O NMOpaXKeHuu neyeHu B cTpykType MIIC 1.

Y3WN opraHoB 6GPIOWHOM MOMIOCTU U MOYEK: NPU3HaAKK
renatomeranuu. JuddysHble M3MEHEHNUS NapeHxXMMbl neye-
HW. Kncta obLuero }Ken4yHoro npoTtoka. Henb3s UCKNYUTb
KOHKPEMEHT 06LLEro ¥ea4Horo NnpoToKa. MoAnKMCTO3 NoYekK.

OxoKI: OTKpbITOE OBaflbHOE OKHO, remMoAWHaMWYecKu
He3HauymMmoe. CTBOPKM MWUTPaNbHOrO KianaHa v Xxopabl yTon-
WeHbl, KpaeBoW nponanc 3agHen CTBOPKM, peryprutauums
2-i cTeneHn. AHHYN03KTa3nsa aopTaNbHOMO KianaHa, remo-
[AVWHaMUKa He HapyleHa. Monoctu cepiua He paclMpeHbl,
MEXIKeNnyao4YKoBasi Neperopogka repmMetuyHa, CTeHKU He



YTONLWEHbI, KPYMHble cocyabl He W3MeHeHbl. [no6anbHas
cucTonnyeckan GyHKLUMA MpaBoro enygovka yAaoBNETBO-
puTenbHas. [nobanbHas W NoKaibHas CUCTONUYECKUE DYHK-
LMK NEBOro Xenyaoyka yaoBneTBoputenbHble. HacocHas
PYHKUMA cepaua goctatoyHas. JleroyHow apTtepuasibHOM
rMNepPTEH3UN HET.

PeHTreHorpadua Ta3o06e[peHHbIX CYCTaBOB: aHOMa-
NN pa3BUTUSA KPECTLOBbIX MO3BOHKOB. PeHTreHorpadus
NO3BOHOYHMKA: MO3BOHKW TPYAHOTrO WM MOSICHUYHOrO OTAe-
nos aedopMmnpoBaHbl, HeNpaBWIbHOW GOPMbI; OTMEYatloTCs
NO3BOHKMW, KOTOPblE MMEIOT MNIOCKKE Tena (B NpsiMmon npo-
€KLKKN), NO3BOHKM YKOPOYEHbI, ABOSIKOBbIMYK/I0M GOPMbI,
nepeaHue oTaenbl UMET BOrHYTYI0 dopmy (B GOKOBOM Npo-
eKLUnK). BolpaxkeHHbIn yrnoson Kndo3a. BoicoTa Ten no3BoOH-
KOB CHWEHa, KOHTYpbl HEPOBHbIE, CMOUCTbIE, MOAYEPKHY-
Tble. MeXTenoBble MPOMENKYTKM NO3BOHKOB HEPABHOMEPHbI,
MeCTaMW CY)KeHbl. KocTHasa CTpyKTypa MNO3BOHKOB MOBbI-
LWEHHOW NMPO3pPayvHOCTU. 3aK/0YEHUE: PEHTTEHOI0rMYecKas
KapTWHa HapyLeHUs cTaTUYecKon GyHKLUMMU MO3BOHOYHUKA.
BblpaxeHHbI yrnoBon Kudo3. Jedpopmauuns NO3BOHKOB.
MeTabonnMyeckue U3MEHEHUSA KOCTHOM CTPYKTYpbl Ha ¢doHe
OCHOBHOro 3a6oneBaHus.

A3oTOoBblgeNUTENbHAA GYHKUMSA MNOYEK M MOoKalaTenu
Koarynsiuuun He HapylleHbl. BoiaBaeHo yBennyeHne obbema
WMTOBUAHON Kenesbl NPU HEU3MEHEHHbIX 3HaYeHusax ee
rOPMOHOB.

BbinucaHa ¢ anarHosom: «<MyKononucaxapugos | tuna.
Tun HacnepoBaHWs ayTOCOMHO-PeLEeCCUMBHbIN. MuKco-
MaTo3Hasl AereHepauus U Npofianc MUTPaNbHOro KnanaHa
C peryprutaumen 2-n crteneHun. Aunataums Gub6pO3HOro
KonblLa aopTaibHOro KnanaHa. OTKpbITO€ OBafbHOE OKHO.
TpaH3uTopHasa AB-6n10Kaga 1-i cteneHn. MHOXeCTBeHHble
KOHTPaKTypbl CycTaBoB. ®PUKCUMPOBAHHbLIA TPYAONOSACHWY-
Hbl KNdO3. [JBYCTOPOHHUIM IKCCYAATUBHbIN CPEAHUN OTUT.
Mneptpodusa apeHomgoB. [MnepmeTponus cpegHen cTe-
neHn oboux rnas. CNoxHbl rMNepMeTPoOnUYECKUn KOCOM

acTurmatuam cnabon cteneHu o6ounx rnas. lynoyHas rpol-
»ar. ConyTcTBylOWMIK AnMarHo3: «Kucta oblwero »Ken4vHo-
ro npotoka. lNonMkncTo3Haa 60ne3Hb noyek. CoxpaHHas
PYHKLMSA MOYEK».

Bpa4ebHbIM KOHCUMIMYMOM paccMOTpeHa Uctopus 6ones-
HM NpobaHaa. Ha ocHOBaHWKM NpeacTaBfeHHOM AOKYMEHTa-
UMW Ha CErogHsIHMN AeHb €AMHCTBEHHbIM NaToreHeTnye-
cKknum metoaoM nevyenus MIC | ansetca anutenbHas 3T
(Mpenapat napoHuaasa).

CornacHo nHdopMaumm ¢ canta doHaa «Anelwar, 4eBOY-
Ke MnaHupyeTcs NpoBeaeHue reHotepanuu B HaydHoMm Kau-
HMYecKOM WHCTUTYTEe CaH-Paddasane B pamKax Hayy4HOro
3KCMEepMMeEHTa 3a cyeT 61aroTBOPUTENLHOM MNpOorpamMMbl
WMHCTUTYTA.

MporHos

MporHo3 HeonpegeneHHbi. Mpu Mcnonb3oBaHWKM Tpa-
AVMUMOHHON P3T umeeTca PUCK Pa3BUTUS KOTHUTUBHOIO
neduumta. TTCK npu ee ycnewHom npoBefeHUN MPUBOAUT
K camMocTosiTe/IbHOW BblpaboTKe anbda-L-naypoHnaasbl, HO
UMEET PUCKMU NOCTTPAHCMNIAHTALMOHHbIX OCIOXHEHWI, a TaK-
e He JaeT NOSMIHOM KOPPEKUMU KIMHUYECKUX MPOSIBAEHUM
CO CTOPOHbI OMOPHO-ABMUraTeNbHOrO0 annapata U HepBHOM
cucteMmsbl. MnaHMpyemas reHHas Tepanus UMeeT OrpaHuyeH-
HbIM YCMELHbIA OMbIT UCNOMb30BAHMUS, MO AaHHLIM Hay4YHOM
nuTepaTypbl.

BpemeHHas wKkana
XpoHonorusa pa3sutua 6onesHu npobaHaa, ee Kllo4eBble
COObITUS M NPOTrHO3 NpefcTaB/eHbl Ha pUc. 2.

OBCYXAEHUE

Ha ocHOBaHMM JaHHbIX MEXAYHapoAHOro perucTpa
nauuneHnToB ¢ MIC | [8, 9], B KoTopoM Ha 2019 r. cocTosano
538 reHoTMnMpoBaHHbIX NauneHToB (380 ¢ Taxenon dop-
MoM 1 158 ¢ aTTeHyMpoBaHHOW) C ABYMS HYKIEOTUAHbIMU

Puc. 2. NMauveHTKa b.: XxpoHonoruns passutns 601e3HU, Knto4yeBble COBbITUS U MPOTrHO3

Fig. 2. Patient B.: disease course, key events, and prognosis

MpuBeaeHue nepeagHero
oTaena cTon, agucnnasus
Ta306eapeHHbIX CYyCTaBOB,
3KCCYAATUBHbIV OTUT

3anepxKa pocTa,
TEMNOBas 3aJeprKKa
pasBuUTHS,
MyrNoYHble rPbIXKK

Orpy6neHue YyepT nuua, CKPUHUHT Ha JIBH (BbisBneHo
CHWXXeHWe aKTMBHOCTH anbda-L-ngypoHuaasbl),
MONEKYNIAPHO-reHeTu4ecKas anarHoctuka IDUA:

MporHo3s
HeonpeaeneHHbIN.
MnaHupyetcq ctapt
reHoTepanuu

¢.208C>T/c.1524G>C
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BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 2

Kypc neyexus HacTbie OPY, [ypnep-nofo6HbIi GpeHoTUN, renatomeranus,
rMMICOBbLIMM BbisiB/ieHa Indby3HbIE UIBMEHEHWUS NEYEHM, NOMKENYI0HHON HKenesbl,
noBs3KaMm AedopmaLins TMAPOKANMKO3, KUCTbI NMoYeK. MUKcomaTosHas aereHepaus

Hepena 1 Mponarnc MUTPasbHOrO KianaHa ¢ peryprutauuen

2-1 cTeneHn. innataumsa Gpu6pPO3HOro Kosblia aopTanbHOro
KnanaHa. TpaH3uTopHasa AB-610Kkaga 1-1 ctenexu.
MHO>KeCcTBEHHbIE KOHTPaKTYpbl cycTaBoB. CtapT ®3T

MpumeyaHue. IBH — nu3ocoMHble 6one3Hn HakonneHusi; OPU — ocTpas pecnupaTtopHas nHobekums; 3T — depmeHTo3amecTUTeNbHas
Tepanus.

Note. LSD (JIbH) — lysosomal storage diseases; ARD (OPW) — acute respiratory infection; ERT (®3T) — enzyme replacement therapy.
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KnuHunyeckKoe Ha6noaeHue

BapuaHTamu B reHe IDUA, y KOTOpbIX NPOBEAEHO UCCNeaoBa-
HWe B3anMOCBSA3KN reHOTUN-PeHoTHN. NaToreHHble HOHCEHC-
BapuaHTbl W402X n Q70X B rOMO3UIOTHOM MKW KOMMayHA-
reTepPoO3UroTHOM COCTOSIHUKM BbiiBEHbl Y 51% (194/380)
naumMeHToB ¢ Taxkenon ¢opmort MIIC 1. Mpu 3TOM He onucaHo
HW OOHOrO NauneHTa ¢ aTTeHyMpoBaHHOW dopmon MIIC |
C ABYMSl TaKMMW BapuaHTamu [2]. Hannyune ogHoro Bapuat-
Ta, CEpPbe3HO Hapywalowero TPaHCKPUMNLUMIO/TPAHCASLMIO
6enKa, oTMeyeHo y 74/158 (46,8%) naUMEHTOB B COYETAHUU
C OAHOHYKNEOTUOHbIMU MWCCEHC-BapuaHTamu y 154/158
(97,5%) ¢ atTeHyMpoBaHHbIMK dopmamu MIIC I.

Y npob6aHaa wnMeeTcs NaTOreHHbIM HOHCEHC-Bapu-
aHT ¢.208C>T (chr4987858C>T; NM_000203.5;
rs121965020) ¢.208C>T (Q70X) B KOMNayHA-retepo3u-
FOTHOM COCTOSIHUM C MMCCEHC-BapMaHTOM HEW3BECTHOIO
KJIMHWYECKOro 3HavyeHus ¢.1524G>C (chr4:1003157G>C;
NM_000203.5), 4To B COYE€TaHMW C KIMHUYECKM COOT-
BETCTBYIOLWMM BO3pacTy YPOBHEM MCUXOPEYEBOro pas-
BUTWS MO3BOASIET Npeanonaratb BapuaHT 3aboseBaHus
[ypnep — LWene. MMoaToMy HeNb3s C yBEPEHHOCTbLIO CKa3aTb
o ToMm, 4yto TICK gaBnaetcs metogom Bbibopa Ong Tepa-
nun MIC y npo6aHga. Cneayet paccMmoOTpeTb npoBeje-
HMe GYHKLUMOHAaNbHOro aHanuM3a BapuaHTa €.1524G>C
(chr4:1003157G>C; NM_000203.5) ans yTO4YHeHus ero
KJIMHUYECKON 3HAYUMOCTH.

B poctynHown nutepaType Hamu He HaWAeHO COYeTaHus
MIC | 1 NONMKMCTO3a NOYEK, YTO TaKKe AenaeT onucaHue
[aHHOMO K/MHWYECKOrO Ciyyas YHUKaNbHbIM, @ B KAWHKYeE-
CKOM acnekrte TpebyeT 6osee TuwaTenbHOro Bblbopa MeTo-
[0B Tepanuu, y4nTbiBas COMyTCTBYIOLEE MOPaXKeHMe NoYeK
y NaumeHTKW. Hanuume y naumeHTKM MOAMKMCTO3a MoYeK
TpebyeT NPOAOIKEHUS MONEKYISIPHO-TEHETUYECKOro obene-
[OBaHMUS AN1F UCKNOYEHUS ayTOCOMHO-A0MUHAHTHBIX U ayTo-
COMHO-peLeccHBHbIX GOPM MOMMKUCTO3a NOYEK.

AnnoreHHas TICK gBnserca «3010TbiM CTaHO4apTOM»
NnevyeHns cuHgpoma lypnep M MOMKET CHU3WUTb MPOrpeccu-
poBaHue psga cumntomoB MIIC |, ynyylwnTe HEMPOKOIrHK-
TMBHOE pa3BUTUE, a TaKKe YBENNYUTb MPOAOIKUTENBHOCTb
M3HW, 0COBEHHO MPW YCNIOBUU NPOBEAEHUS A0 AOCTUMKEHMUS
nauneHTom Bo3pacta 2 net [10].

®3T cnegyetr HayMHaTb C MOMEHTA MOCTAHOBKW auar-
HO3a, OHa MOMKeT ObiTb Mose3Ha 415 NaLMeHTOB, OXKuAaato-
wux TFCK [11].

PasHbin Bo3pacT mMaHudecTauunn, CTEMNEHb BblPaxKeH-
HOCTU KIIMHWYECKMX MPOSBAEHUI U TAXKECTb Te4yeHus 3abo-
NleBaHua npeanonaratoT pasHble NOAXOAbl K Tepanuu, BKIO-
Yyasa anbTepHaTUMBHbIE METOAbl B KayecTBe MOTEHLMabHbIX,
TaKWe KaK reHHas Tepanus, UCnofib30BaHWe rMépuaHoOro
6enKa, crnocobHOro NpPoHWKaTb Yepe3 remaToaHuedanunye-
CKui 6apbep [3, 5, 6].

3AK/IIOYEHUE

OCO6EHHOCTbIO JAaHHOTO KIIMHUYECKOro cinyyas sBaseTcs
CIIOXHOCTb AnddepeHUnanbHON AMAarHOCTUKU Mexay Tsxe-
non ¢opmont MINC | — cuHapomom lypnep n 6onee MArkom
dopmon — cuHgpomom lypnep — Llene. PaHHUM pgebioT
M MNPOrpeccMBHOE pPas3BUTME CMMMTOMOB YXe Ha NepBOM
rofy MW3HW MO3BOASIOT KIMHWYECKU YCTAHOBWUTb CUHAPOM
[ypnep. Ho Hanuuue y nauueHTKM MO AaHHbIM MONEKY-
NAPHO-FEHETUYECKOro 06CNef0BaHNS YacTOro NaToreHHoro

BapuaHTa ¢.208C>T (GIn70Ter) B reHe IDUA, accoununpo-
BAHHOrO C TAXeblM TedeHnem 3aboneBaHusl, B KOMMNayHa-
reTepo3nMroTHOM COCTOSIHUM C HYKNEOTUAHbIM BapvaHTOM
C HeonpeaeneHHom KIMHUYECKON 3Ha4yMmocTblo ¢.1524G>C
(p.Glu508Asp) TpebyeT foob6cnenoBaHWs NaUUMEeHTKU — Npo-
BefeHNs GYHKLMOHANbHOIo aHan13a paHee He OMUCaHHOro
BapuaHTa Ans yCTaHOBMEHUS ero BAMAHUSA Ha GYHKLMIO 6en-
Ka, 4TO NOMOXKeET 60/1ee TOYHO YCTaHOBUTbL Gopmy 3abosieBa-
HWMS M CNPOrHO3MPOBATb TAXECTb €ro TeYEHUS. YHUKaNbHbIM
Ona gaHHoro cnydas sasnserca covetaHue MIMC | n nonu-
KUCTO3a noYyeK y npobaHaa.

WHO®OPMUPOBAHHOE COINIACUE

OT 3aKOHHOro npeacTaBUTENs MNauueHTa MnoflyYyeHo
nMCbMeHHOe MHGOPMUPOBaAHHOE [06GPOBOSIbHOE cornacue
Ha Ny6AMKaLMIO OMUCaHUS KIMHWYECKOrO Ciyyas, a TaKke
pe3ynbratoB 06cnefoBaHns U GOTO HECOBEPLUEHHONETHENO
nauuveHTa (oata nognucanus: 18.02.2025).
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Bosin pocta — TEPMUH, ONMCbIBaKOLMIA GEHOMEH JOBPOKaYECTBEHHbIX 601EN B HMMHUX KOHEYHOCTSAX, BO3HMUKAIOLWMX Mpe-
nMylLjecTBeHHO y,queFl JIOLLIKOJIbHOrO BO3pacTa B BevYepHee uiau HoYHoe BpeMsi. bosm pocTta siBASIOTCA O4HOM M3 CaMblX
4acTbIX MPUYUH 0BpaLeHmi Mo rnoBoJy KOCTHO-MbILLIE€YHbIX 6osei JeTcKoro Bo3pacta. B ctatebe npeactaBsieHbl coBpe-
MEHHbIe InTepartypHble AaHHble, KacarLlnecd rnatoreHesa, KJIMHN4eCKnx rposiBAEHUN, ANarHOCTUKH, AnpoepeHLnaibHoN

AMarHoCTUKK M BeeHUs nauneHToB ¢ 60/19Mu pocTa.

KnroyeBble cnoBa: 60711 pocta, apTpasrMu, occanrmu, JeTH, KOCTHO-MbILEYHble 601, peBMaTU4ecKme 3aboieBaHus

Ansa yntupoBanmsa: Koctnk U.A., Koctnk M.M. bonu pocTa y AeTei: 4To CKpbIBAeTCs 3a 3TUM MOHATUEM? Bonpochkl coBpe-
MeHHo# negunatpmmn. 2025;24(2):112-123. doi: https://doi.org/10.15690/vsp.v24i2.2898

AKTYAJIBHOCTb

TepMWH «BONK pocTa» NOSBUACA B MEAULIMHCKOW nuTe-
paTtype Bnepsble B 1823 1. 1 6bla NpeanoxeH dpaHLy3CKUM
BpayoMm /[llowaHoM, onucaBWWM nepuoamyeckme 60nu
B HWXXHUX KOHEYHOCTSX y AeTel B cBoen KHure “Maladies
de la Croissance” (<bonesHu pocta»).

bonu pocta — He eaWHCTBEHHbIN TEPMWH, OMUCHIBA-
lolWmMM 3TO cocTosiHMe. Takke B NiMTepaType BCTpedvatoTcs
TEPMWHbI «106POKAYECTBEHHbIE HOYHble 60NM B KOHEeY-
HOCTSIX B AETCTBE» U «peuuanBupylolme 6011 B KOHEYHO-
CTSIX B 1€TCTBE.

OTOT CMHOPOM SIBASIETCA OAHOM W3 Hambonee 4acTbiX
NPUYMH PELMANBUPYIOLLMX CKENETHO-MbIWEYHbIX 6oNen geT-
CKOro Bospacta. PacnpocTpaHeHHOCTb JaHHOIr0 COCTOSIHUSA
BapbupyeT oT 2,6% [1] Ao 49,6% [2]. XoTa 6bl O4HOKPATHO
0 HMX coobwanu ao 57% aeten unu nx poautenu [3]. Takown
CYLWECTBEHHbIN pPa3bpoc AaHHbIX O pPacrnpoCTPaHEeHHOCTH
6onen pocta, No BCEN BEPOATHOCTU, CBA3AH C OTCYTCTBUEM
YETKUX KPpUTEpUEB, BO3MOXKHOCTEN WHCTPYMEHTANbHOIO
1 nabopaTtopHoro o6cneaoBaHKs B pa3Hble rogbl Habnaoae-

Inna A. Kostik, Mikhail M. Kostik?

HUWSl, HEAOCTAaTOYHOCTbIO 3HAHUI O MeXaHU3MaXx M NposaBe-
HUWSIX 3TOFO COCTOSIHUSA, a TaKXe pa3Hon 06pallaeMoCcTbio
3a MeaMLMHCKOM MOMOLLbIO M Pa3HOM KOAMPOBKOW 3TOr0
COCTOSIHUSI Bpayamu.

CornacHo 3anWAEMMWONIOTMYECKMM [aHHbIM, GOAM pocTa
B OCHOBHOM BCTpeyaloTcs y AeTen B Bo3pacte 3—-12 ner,
a camasi BbiICOKas pacnpocTpaHeHHOCTb HabloAaeTcs B BO3-
pacTtHon rpynne ot 4 go 6 net [4]. CuMNTOMbI, COOTBETCTBY-
lowne 6019M pocTa, BO3HMKaBLUME, KaK MpaBwio, nocne
WMHTEHCMBHOM (GU3MYECKOM Harpy3ku B TeyeHue nocnes-
Hero roja nepef BKIOYEHWEM B UCCefoBaHuWe, BCTpe-
Yanucb y 24,5% pneten, npeumylectBeHHO B BO3pacTe OT
4 no 12 net, MAEHTUYHO Y ManbyMKOB M AeBoYeK [5]. YacToTa
BCTpe4YaeMocTn 6onen pocTa cpean aBCTPAIMMCKUX OeTen
B Bo3pacTe 4-6 net coctaBuna 36,9% [6]. CpeaHsas npopon-
UTENBHOCTb CUMMNTOMOB, COMTACHO JIMTEPATYPHbIM AAHHbIM,
coctaBnset 10,9 mec, a makcumanbHasa — go 48 mec [7].
OTmMeyeHa 6onee BbICOKasa YactoTa ob6pallaeMocTv no noBo-
[y 6051en pocTta B 3MMHeEe BpeMs, 4TO MOXET OblTb CBA3aHO
C HU3KUM YpOBHEM BUTaMuHa D sumon [7, 8.
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NMATO®U3UOJIOIUA

JTrnonorusa 6onen pocTa K HacTosILLEMY BPEMEHU OCTaeT-
csi HesAcHOW. CyulecTByeT MHOXECTBO TEOPUM, MblTaloLMXCs
06bACHUTb 3TO cocTosiHuKe [9, 10].

A. Kaspiris 1 coaBT. NpoaHaIM3npoBann cB3b BOSHUKHO-
BEHUSA U UHTEHCMBHOCTKU BONEN B Nepuon pocTa ¢ HEKOTOPbI-
MW NepuHaTanbHbiMM daKTopaMKn pUcKa. YCTaHOBMEHO, YTO
HEeOHOLWEHHOCTb, HU3Kas oLeHKa no wKane APGAR, HU3KKne
JIMHENHbBIN POCT MAK Macca Tena Npu POXAEHUN U MeHbLas
OKPYXHOCTb TONMOBbI Yalle BCTpevyanucb y aetew ¢ 6ons-
MW poOCTa MO CPaBHEHWIO CO 340POBbIMW CBEPCTHUKAMM.
[eTn, HaxoaMBLUMECH HA TPYyAHOM BCKapMIMBaHUM MeHee
40 pgHen, n Te, KOro BoOOLLIE HE KOPMWAW TPyAblo, Takke
umenu 6onee BbICOKMWE LWIAHCLl pa3BuTus 6onen pocta [11].
lMprmeHeHne TMIOKOKOPTUKONAOB, 6oee cTaplnin Bo3pacT
Matepu M KypeHue TabaKa BO BpeMsi 6EPEMEHHOCTU He
ABNANNCH NPEAMKTOPaMMN Pa3BUTUSA 3TOr0 cocTosiHMA [12].

OgHoM U3 Hanbonee M3BECTHbIX TEOpUK 6Gonen pocTta
ABMISIETCH «TEOPUS poCTar, 06BbACHSAOLAsA, NoYeMy 3T 60K
Yalle BCTpeyatoTcs B Te4eHue NepBbix 5 NeT KU3HKU. B nep-
BOM da3e pocTa pebeHKa B Bo3pacTe [0 5 fieT HabntogaeTcs
WHTEHCUBHbIN POCT CKeNeTa B A/IMHY, NPU 3TOM ANWHa Tena
yBennuuBaetcs Ha 100% B nepBbie 5 net xn3HuU. CKopocTb
pOCTa HUMKHUX KOHEYHOoCTen npeobnagaeT Hajl CKOPOCTbIO
pocTa TynoBMlla. HeCcMHXpOHHas CKOPOCTb poCTa KOoCTew
HUMKHUX KOHEYHOCTEM M MSATKWUX TKaHEeW MOXeT NpuBO-
OWTb K OTHOCWUTENbHOMY COKPALLEHWIO MbILLL, CYXOXMWIWWH,
CBSI304YHbIX CTPYKTYP, @ TaKXe K YBEIMYEHUIO HaMpPSXKEHMS
B HaAKOCTHMLE, YTO MOXET noBneyb 3a cobomn 601e3HEH-
Hble olylleHus [4].

«AHaTOMMYecKasn Teopusi» 6onen pocTa CTPOUTCS Ha TOM,
4YTO OCOGEHHOCTU CKENETHO-MbIWEYHOrO CTPOEHMWS, Takue
KaK ruMnepMob6uNbHOCTb CYyCTaBOB, MJIOCKO-BanbrycHas
fedbopmaLnms cTonbl, CKOANO3, MOTYT Bbl3blBaTb U3BMEHEHUE
OMOMEXaHWUKN MOXOLKM M BbITb NPUYNHOM 6onen pocTa [13].

YCTaHOBNEHO, YTO Y MHOMUX AeTen ¢ 60NAMU B HUKHUX
KOHEYHOCTSX Yallle HabngaloTcs Takne M3MeHeHUs, Kak
NpPOHaLMs CTOMbl, KOTOpas 06bIYHO KOPPUTMPYETCSH C MOMO-
LIblO TPEXMIOCKOCTHBIX KIMHbEB MM opTe3oB. H.J. Lee
1 COaBT. MOKa3anu, 4to 75% aeten, »xanoBaBLUMXCA Ha 601U
pocTa, UMenu runepnpoHaumio ctonbl. NMpuMeHeHne nHau-
BUAYasbHbIX OPTE30B A1 HUKHWUX KOHEYHOCTEN B TeYEeHUe
3 Mec NpMBENO K CYLECTBEHHOMY YMEHbLEHMIO YacTOTbl
W WHTEHCUMBHOCTM 60K, YTO COMPOBOXKAANOCH Yyylle-
HWEM CTaTMYeCKMX, AMHaAMUYECKUX M OYHKLMOHaNbHbIX
CNoco6HOCTEN K nogaep»aHuto 6anarca [14]. A.M. Evans
W COaBT. NMPOAEMOHCTPUPOBANU, YTO MPUMEHEHUE Tpex-
NMIOCKOCTHbIX KTMHbEB MW OPTE30B NPUBOANSIO K MOTHOMY
MCYE3HOBEHUIO CMMMTOMOB Yy OOJbLIMHCTBA MaLMEHTOB.
CTOUT OTMETUTb, YTO MOC/ie OTMEHbl IeYEeHUS CUMMNTOMBbI
BO3BpalllasMCb NOYTHU Yy BCEX NALIMEHTOB, HO BblIN MeHee
BbIPa)EHHbIMW KaK MO YacToTe, TaKk U MO WMHTEHCUBHO-
ctn [15]. WUccnepoBaTenssMu ycTaHOB/NEeHa B3auMMOCBS3b
6onen pocta ¢ 6osiee BbICOKOM CTEMNEHbIO BasbrycHomn
nedopmaumm roneHun [12]. NccneposaHune, BbIMOMHEHHOE
V. Viswanathan u R.P. Khubchandani, yctaHoBWI0O B3au-
MOCBS3b MEXKAY rMNepMobUNIbHOCTbIO CYCTaBOB M Haln4u-
em 6onen pocTta [16].

OaHaKko psag vccnefoBaTenel He BbIIBUAW KaKoW-nnM6o
B3aMMOCBA3M MeXay MOS0XKEeHWeM CTOMbl, MapameTpamu
noBceAHEBHOW (PU3MYECKON aKTUBHOCTU, OL,EHMBaAEMOWM
npu nomolum onpocHMKa Musculoskeletal Functional Health
Questionnaire, n 6on19Mu pocta y ManeHbKkux aeten [13].

CornacHo runotese ycTajsoCTW, MOBbIWEHHbIM YPOBEHb
GU3MYECKON aKTUBHOCTU NPUBOAUT K 6019M pocTa [17]. Mo
HaboAeHUAM MHOTUX poauTesien, 601m pocTa yeuamBatoTcs
B Te [HW, KOrja LeTh 0COOEHHO aKTUBHbI. HUKaKUX NpAMbIX
[I0Ka3aTeNnbCTB TEOPUMU MbILLEYHON YCTaNOCTU HET, 3Ta Teo-
pu1s OCHOBbIBAETCS TONIbKO Ha HabnoaeHusx [18].

0. Friedland v coaBT. 0GHapPYXWIK, 4YTO CKOPOCTb MPO-
BeAEHUS yNbTPa3BYKOBOM BOMHbI MO KOCTU y AeTen ¢ 6019MHu
poCTa HWXKE, YemM Yy 3[40POBbIX CBEPCTHMKOB. OHW MpULLM
K BblBOZY, YTO CHUXEHWE KOCTHOM MUHEPanbHOW MIOTHOCTH,
KOTOPOEe acCOLMMPOBAHO C HU3KOM CKOPOCTbIO npoBefe-
HUS YNbTPa3BYKOBOM BOJIHbl, B COYETAaHWM C PU3NYECKOM
aKTMBHOCTbIO (TaK Ha3blBAEMbIA CUHOPOM YPE3MEPHOro
MCMNosb30BaHMs) MO0 MPUBOAUTL K BOSHUKHOBEHMIO 601en
pocTa [19]. OgHaKO CTOUT OTMETUTb, YTO CHUIKEHHAs CKOPOCTb
NPOBEAEHUS YNbTPA3BYKOBOW BOJHbI B GOMbLUEN CTEMNEHU
XapaKTepuayeT NPOYHOCTHbLIE XapPaKTEPUCTUKN KOCTU, HeXe-
JIM HUBKYIO MUHEPasnbHYIO NIOTHOCTb KOCTHOM TKaHW, a NOBbl-
LEeHHble GU3MYECKMe Harpy3km 06bIYHO CMOCOBCTBYIOT yyy-
LIEHMIO, @ HEe YMEHbLLEHWUIO KOCTHOM MUHepanu3daumm [19].

Mcuxonornyeckas Teopust MOKa3bliBaAET, YTO MCUXOJSIOMM-
YECKWUW OnCTpecc NpUBOAWUT K COMaTUYECKUM CUMMTOMaM.
J.M. Naish u J. Apley o6Hapy»unu, 4to y aeten ¢ 6oaamMu
pocTa Yale NpUCyTCTBOBaNWU pa3aparKUTe/IbHOCTb, HEPBO3-
HOCTb, 60A13Hb TEMHOTbI, HOYHblE KOWMapbl, 3HYPE3, TUKM
W ypeaMepHas peaKkuusa Ha 60nb. TakKe Oblia BbisiBNeHa
CBSI3b C AIMOLMOHANIbHOW HECTabUNbHOCTbIO MaTepu [17].

R.M. Lowe un PJ. Hashkes o6Hapyunu oTcyTCcTBME pas-
NIMYMI B NapameTpax KayecTBa XU3HU U YypOBHE Aenpeccumn
MEXAay poauTensimu aeten ¢ 6o0n19Mu pocta M 6e3 TaKOoBbIX.
MaTtepu peTew, )anoBasLlUMXcs Ha 6011 pocTa, AEMOHCTPU-
poBanu 60nee BbICOKMIM YypOBEHL TPEBOXKHOCTU [20].

B uccnepoBannn 160 petert n3 ABCTpanuu M3yyanocb
BOCNpPUATUE POAUTENAMU W YYUTENAMM TeMnepameHTa
[eTen, ucnbiTbiBalOWmMXx 60aM pocta. o onucaHuio poau-
Tenen, aetm ¢ 60a9MKU pocTa OTIMYaIMCb 3MOLIMOHAaNIbHOM
NabUNbHOCTbIO, YacCTbiM 3MOLMOHAJIbHbIM HaNpsxeHueM,
uMenun 6osblue Npobaem ¢ NOBEAEHUEM, YHEM UX CBEPCTHU-
Ku. OgHaKo yuuTensa He pasgensnu MHeHue poauTenem, HO
onucbiBanu geten ¢ 60n19MK pocTa Kak 6onee TPEeBOXKHbIX.
ABTOPbl OTMETU/IM HEBO3MOXHOCTb ONpeaenuTb, YTo NepBuy-
HO, @ 4TO BTOPUYHO — TemnepameHT uan 6onu pocta [21].

Y HeKOTOpbIX AeTel ¢ 60N9MKU poCTa TaKxe Habnwga-
IUCb OAHOBPEMEHHO WAW B MNPOWAOM (YHKUMOHANbHbIE
60711 B KMBOTE U ronoBHble 601K [22], 4TO NOATBEPKAAET
WAEK O TOM, 4YTO «3MOLIMOHA/IbHOE PacCTPOMCTBO» CNOCO6-
CTBYET BO3HWKHOBEHMIO BCEX Tpex 6GO0NeBbIX OLWYyLEHUN
M 4TO OHM BCE B3aMMOCBHA3aHbl Mexay coboun. N3BecTHO,
4YTO pPacnpocTpaHEHHOCTb MWUIPEHEW B CeMbsX, rae ectb
JeTn ¢ 6onamMu pocTa, Bbille, YeM B CeMbsX, rae AeTU He
MMetoT aTux 6onen [23].

YcTaHOBNEHa BbICOKaA KOHKOPAAHTHOCTL 60Niein pocTta
cpean MOHO3UIroTHbIX 6n13HeloB [9]. JeTn ¢ AnuTenbHbIM
TeyeHneM 60Nen pocTa Yallle UMenn Y1eHoB CeMbM ¢ Bone-
BbIMU cuHApoMaMu [24]. 3a 5 neT HabnlogeHns 3a 3TUMK
AE€TbMMW HU Y OAHOTO U3 HUX HE Bbl1 NOCTaBNEH KIIMHUYECKUI
anarHos ¢ombpomunanruun, ogqHako BbiGoOpKa Oblia HeEGOMb-
waa — Bcero 44 nauyueHTa.

[eTtn ¢ 6onamu pocTa, coxpaHslowmnumucsa 6onee 5 ner,
WMENU MOHUKEHHbIN 60/IEBOM MOPOr BMAOTb A0 HETEPMU-
MOCTH K 60711 NO CPaBHEHMIO CO 340POBLIMMU AETbMU, a TakK-
e [OeTbMU C paspelmBlIMMUCA WX pa3pellaowmmmncs
6onamu pocTta [24].
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S. Pathirana n coaBT. NpeanonoXunun, 4to 60aM pocTa
Bbl3BaHbl MEPBUYHBIM MOPaXKEHUEM WU AUCHYHKLMEN
nepnudepmnyeckon HepBHOM cucTemMbl. B wuccnegoBaHue
BKAtOUMNKM 34 pebeHka ¢ 6onamMu pocta U 29 aeten KOH-
TpoNbHOM rpynnbl. Bcem aetam Gbin NpeanoXeH ONPOCHMUK
HenponaTnyeckon 60nM, NPOBEAEHO WccleaoBaHWe Tem-
nepaTtypHow, 601eBOM U BMOPALMOHHON YyBCTBUTENIbHOCTH
C aKUEHTOM Ha NosiBNeHWe anfiogMHUU U 30H runepecTe-
3un. MccnegoBateny NoayYnan oTpuuaTesibHble OTBETbI Ha
OMPOCHWK HEBpPOMaTU4eCKoM 601, OTCYTCTBUE CEHCOPHbIX
HapyweHun B nepudepruyecKkoM HEPBHOM WU AepMaToMm-
HOM pacnpeaeneHnn u OTCyTCTBME aHOManbHOM MeXaHo-
YyBCTBMTENbHOCTM K MPOBOKALMK MJEYEeBOro CrieTeHus
M KOpeLlKa NOSICHUYHO-KPECTLLOBOro (CeaanuiLHoro) Hepaa.
Taknm o06pas3om, yoeauTeNbHbIX JaHHbIX O PON AUCHYHKLMM
nepudpepmnyeckorn HEpPBHOM cCUCTEMbl B naTtoreHese 6o0sien
pocTa B HacTosillee Bpems HeT [25].

Bonu pocta sBnatoTcs 06bIYHO CaMOOrpaHUYMBatoLWK-
MUCS, OAHAKO €CTb MPeanosoXeHUe, YTO OHU MOryT ObiTb
NPeavKTOPOM MOBLILWEHHOr0 pPUCKa PasBUTUS apTputa BO
B3POC/IOM BO3pacTe, MOCKOJIbKY Obl10 MOKa3aHo, 4To y AeTewn
c 60N19MM B KOHEYHOCTSX Yalle BCTpevalTcs poauTenu
n/mnm 6abylikn U AedylWKn C apTpUMTOM B aHamHese Mo
CPaBHEHUIO C HaceNleHWeM B LiesIoM. ITO NPeanosoKeHne
TpebyeT AONONHUTENBHOIO UccnegoBaHus [3].

B xoae He6oNbLINX UCCefoBaHWIM OTAENbHbIX FPYNN AeTen
€006LWanoch, YTo NoOBTOPSAOLLMECS 6OMN B KOHEYHOCTSAX Bblnn
0COBGEHHO pacnpoCTpaHeHbl y AETEW C OXXUpeHreM [26].

OcTpoe BHe3anHoe Havyano 601eBOro annu3oaa NpuMBeno
K pa3BuTUIO 6onee no3aHen Teopun 6onen pocta, Npeano-
naratollen, YTo mx Bbi3blBaAET AeDULMT NepPy3nn CKeNeTHbIX
cocynoB [10]. OgHako Heb6onbluoe uccnegoBanune 11 naum-
€HTOB ¢ 60nMK pocTa 1M 12 340POBbIX AETEN U3 KOHTPO/b-
HOW rpynnbl HE BbISBUIO Pa3/iMinin B COCYyancTon nepdysuu,
OLlEeHMBAEMON MO YPOBHIO 3axBaTa TexHeuus-99 KOCTHOW
TKaHblo NpY NpoBeaeHnn ocTeocuMHTUrpadpum [23]. He 66110
BbISIB/IEHO 3HAYUTENIbHON pa3HULbl B 3axBaTe TexHeLunsa-99
B «6ONI€3HEHHbIX y4acTKax» N0 CPaBHEHUIO C «6e360/1e3HEH-
HbIMM y4acTKammK» y feten ¢ 6onamu pocta. OgHaKo cnegyet
OTMETUTb, 4TO OCTEOCLMHTUIpadms OLLEHMBAET CKOpee KOCT-
HbIn MeTabo/IM3M, a UMEHHO daldy OCTEOCUHTE3A, U OLLEHU-
BaTb Nepdy3unto ¢ ee NOMOLLbIO AOCTATOYHO CIOMXHO.

CxoactBo 60ner pocTa C MUIPEHbIO M3-3a BHE3aMNHOro
Hadvana, TSXEecT U MOBTOPAEMOCTM MPUCTYNOB MNO3BOJIU-
710 NPEANONOXWUTb OBLIMI NaToreHe3 Mexay ABYMS 3TUMHU
cocTosiHuaMK. B 2023 . 661710 0ny6/MKOBaHO UccnefoBaHue,
yKasblBatollee, 4To 6011 pocTa MOryT 6bITb NPeABECTHUKAMMU
MuUrpeHn. B aTto nccnegosaHue 6binn BRIOYEHbl 100 geten
B Bo3pacTte oT 5 go 10 neTt, 6€3 Kanob Ha rosioBHyt0 60/b,
KOTOpble POAMUCL OT MaTeper ¢ MUrpeHblo. Kputepuem
UCKIIOYEHNS U3 UCCneaoBaHms Gbln AETH, UMEIOLLME KaKyto-
IM60 NaTonoruio, OOBLACHSAIOWYI 60/lb B HUMHUX KOHEeY-
HOCTSIX, U MPUHUMABLUME KaKue-nMbo npenapatbl Ans npo-
GUNaKTUKM MUrpeHn. B HabnogeHue BownW ABE rpynmbl
neten. lNepBas rpynna cocTosna M3 Aeten ¢ xanobamu
Ha 60/IM B HUMHUX KOHEYHOCTSAX, KOHTPO/AbHas rpynna —
M3 300pOBbIX AETEW, COMOCTaBMMbIX MO MOy M BO3pacTy.
Yepes nATb NeT HabNoAeHUs uccneaoBaTenn YCTaHOBUIM,
4ytoy 32/42 (76%) n3 ocHoBHOW rpynnbl ny 8/36 (22%) rpyn-
Mbl KOHTPONS NOSBUAACH rofioBHas 60/1b, COOTBETCTBYOLLAS
ONarHOCTUYECKUM KPUTEPUAM MUTPeHU [27].

CyllecTByeT runotesa, Yto 60/M pocTa y AeTen U nog-
POCTKOB C MUIPEHbIO 06YCN0BNEHbBI COCYAUCTOM rUneppeax-

TMBHOCTbIO, BO3HMKAIOLLEN B pe3ynbraTe akTuBaLuum cumna-
TUYECKOWM HEPBHOM cucTeMbl. Korga 3T naumeHTbl oxKaTcs
nocne AMTENbHOr0 HaXOX/AEHUS B BEPTUKAIbHOM MOJSIOXKeE-
HUW UK GU3NYECKON Harpy3Kku, HabnaaeTcs paclwmnpeHne
COCY[10B B HUXHUX KOHEYHOCTAX M3-3a afipeHeprum, Bbi3biBa-
loLLEN MUKPOULLEMMIO B MKPOHOXHbIX MblliLax [28].

CyliecTByeT TakXe MpeanosioeHne, YTo MOBbllEeHHas
HOYHas CeKpeLums rOPMOHOB, 06ecrneyMBaloLLINX TMHENHbIN
POCT, TaKMX KaK COMaTOTPOMWH U MHCYNWH, BeaeT K 6onee
BblIpaXEHHOMY POCTY K/IETOK B HOYHOE BPEMS, YEM B AHEB-
HOEe, YTO OObLSCHSET MNOsIBAEHME Kanob UMEHHO B HO4YHOE
Bpems [29].

BOJIU POCTA U BUTAMMHH D

ButamuH D urpaet BaxHylo ponb B MeTabo/iM3Me KOCT-
HOW TKaHU, NOAAEPKMBaAs YPOBEHb KanbLMs B KOCTU U B KPO-
BM, OTBEYAET 3a HaKOMIeHWne M1MHepana KocTblo. B nccneno-
BaHuKM 120 geten B Bo3pacTe oT 4 ao 12 net ¢ 60159MM pocTa
OblI0 NPEANONIOKEHO, YTO TMMNOBUTAMMHO3 D MOXET O6biTb
COMNyTCTBYIOWMM HaKTOPOM U 4TO foGaBneHne BUTaMuHa D
YMEHbLWUT MHTEHCUMBHOCTb MCMbITBIBAEMOro AMCKOMbopTa.
NccnepoBatenv ob6Hapyxunu, 4to 86,6% neten nMmenun Hepo-
CTaTO4YHOCTb BUTaMWHa D — ypoBeHb 25-rMapoKCUBUTAMU-
Ha D (250HD) < 20 Hr/an, a 25,0% 13 HUX umenu gebuumt
BuTaMunHa D (250HD < 10 Hr/an). MNauneHTbl ¢ geduumTom
BMTaMnHa D ogHoKkpatHO nonyymnu 150 000 ME (Bospact
< 6 net) uan 300 000 ME (Bo3pact > 6 ner) BUTaMu-
Ha D n po6aBkm Kanbumsa (1000 Mr/cyT) BHYTPb B TeyeHue
1 mec. Yepe3 3 mec Habnoganocb 3HAYMTENbHOE CHUMKE-
HWe noKasaTtenen 6071 No BM3yaslbHO-aHANOrOBOM LWKane.
Y 26% fneten 6011 NOMHOCTbIO KyNMpoBanuchb Yepes 3 Mec.
BmecTe ¢ ymeHbleHnem 60/ OTMEYEHO YBENYEeHUe ypoB-
HA 250HD B CbIBOpPOTKE KpOBW, OAHaKo y 7,5% peten,
HeCMOTps Ha yBenunyeHue ypoBHsa 250HD, MHTEHCMBHOCTb
6011 He M3MeHunacb. HegocTtaTKOM 3TOro mMccnegoBaHMsa
ObIN0 OTCYTCTBME KOHTPOAbHOM rpynnbl [30].

B cxoxem uccnegoBaHun G. Morandi 1 coaBT. o6Hapy-
UAN CHUMEHWUE WMHTEHCUMBHOCTM WM AaxKe MOSMHOoe Kynu-
poBaHue 6oser pocta Ha ¢oHe Tepanuu BUTaMMHOM D.
B pgaHHOM wvccnefoBaHUKM Bce nalMeHTbl 6bliv pasaeneHbl
Ha 4 rpynnbl, KOTOPbIM Ha3Hayancs BuTaMuH D B cooTBeT-
cTBMM ¢ ypoBHeM 250HD B CbIBOPOTKE KPOBW: Mpu ypoBHE
250HD = 10 Hr/mn (Tskenoin geduunt) LeTu nonyyanu
100 000 ME ButamuHa D3 oauH pa3 B MeCHL, BHYTPUMbI-
we4yHo; npu ypoBHe 250HD 10-20 Hr/mn (aedpuumt) —
100 000 EA oaguH pa3 B Mecsy, npu ypoBHe 250HD
20-30 Hr/mn (Hegoctato4yHocTb) — 25 000 ME nepopanb-
HO OAMH pa3 B MecsL. MauneHTaM ¢ HopmasbHbIM YPOBHEM
BuTaMunHa D (250HD = 30 Hr/mn) gotauum ButaMunHa D He
6bln0. Yeped 3 mMec OT Hayana Tepanuvn 3adUKCUpPOBaHbI
nosbieHne ypoBHA 250HD U CHWMKEHWE YPOBHS CblBOPO-
TOYHOro napatupeongHoro ropmoHa (MNTr). Mpu ganbHenwem
HabnoaeHnn Yepesd 24 mec ypoBeHb 250HD B cbiBOpOTKE
KPOBW NpoAo/Kan oCTaBaTbCsl BbICOKMM, @ MHTEHCUBHOCTb
6051 cHU3MNack B 60nbLIen ctenexu [31].

B HabnoaeHnn 3a 36 getbMu ¢ 60/15MK POCTa B BO3pac-
Te oT 3 0o 12 net 6bl1I0 OTMEYEHO YNyYlEHWE KIMHUYECKOM
KapTWHbI NOC/e MnepopanbHOro npvema sutamuHa D. lpwu
3TOM MauMeHTbl, KOTOpble B OCHOBHOM »ajoBafiMCb Ha
YMEPEHHYIO MM CUNbHYLD 60Mb A0 NpuemMa BuTaMuHa D,
noKasanu 3Ha4nTeNbHOE YMEHbLUEHWE BblpaXKEHHOCTH 60u
nocne nevyenus, a y 31 us 36 geten 601b KynupoBanacb
nofHocTbio [32].



B cnnowHoe wuccnegoBaHue MNPOAOSKMTENbHOCTbIO
OOMH rog ObiNM BKIOYEHbl BCe NauueHTbl, o6paTuBLLMECS
3a MEeAMUMHCKOM MOMOLLbI0 B MEAULMHCKOE Yy4pexaeHue
(n =26 750), U3 HUX XPOHUYECKNE BOSIU B HUKHUX KOHEYHO-
cTax 6binn y 408 neten, cpeam KOTopbix 601 pocTa cornacHo
Kputepuam letepcoHa 6binn anarHocTMpoBaHbl y 333 aeTen,
y1o coctaBmno 1,24% ot Bcex AeTen, 06paTMBLLMXCS 3a Meau-
LIMHCKOW noMoubto, U 72,7% cpean AeTEN C XPOHUYECKOM
60/Ibl0 B HUKHMX KOHEYHOCTAX. Bcem getam ¢ 6onamu pocta
Ha3Ha4anu ofHoKpaTHo nepopanbHo 60 000 ME ButamuHa Dy
BMECTE C €XXEeAHEBHbIM Ha3Ha4YeHWeM MnpenapaToB KaibLus
50 mr/kr n 600 ME ButamuHa D5 B TeueHne 3 nocneayto-
LWMX MecsLeB. Y NauMeEHTOB C YPOBHEM reMornobuHa meHee
110 r/n AONOAHUTENBHO MNepopanbHO Ha3Havanu npena-
paTbl enesa B Ao3e 3 Mr B AeHb B TeYeHUe Tex xe 3 Mec.
Y 28/115 (24,4%) nauneHToB, NofyYaBLMX NpenapaTbl *ene-
3a, ny 13/190 (6,84%) B rpynne, He nonyyasLien npena-
patbl »enesa, 601 KynvpoBanuchb Yepes mecsil, OT Havyana
Tepanuu. Yepes 3 mec y 72/107 (67,3%) npofonxaBLUMX
nonyyaTb npenapaTbl Xene3a CUMMITOMbl UcHe3nu. ToNbKO
y 43/160 (28,8%) nauneHToB, NoNy4YaBLIMX TOIbKO KabLMh
1 BUTaMnH D3 1 He Nony4aBLLIKX KeNe30, CUMMNTOMbI UCHESIIN.
PasHuua 6blna CTaTUCTUYECKU 3HAYUMOM [7].

B 2023 r. 6b110 ony6MKOBAHO MCCneaoBaHWe, BKIIO-
yaBlwee 386 geten ¢ 6onamu pocta 1 399 340p0BbIX AETEN
KOHTPONbHOW rpynnbl. Y BCcex AeTer onpeaensnu cbiBo-
POTOYHbIE YPOBHM Kanbuwus, docdopa, N-TepMUHaNbLHOrO
nponentuaa npokonnareHa 1-ro tmuna (PINP), MNTI, 250HD,
OCTeOKas/bLiMHA M aKTUBHOCTb TapTPaTPE3UCTEHTHON KUCION
docodartasbl TMNa 5b (TRACP5b). YcTaHOBAEHO, YTO YPOBHM
Kanbums, docdopa n PINP B CbIBOPOTKE KPOBU OblIN HUXKE
y Aeten ¢ 6ongmMM pocTa MO CPaBHEHMIO CO 340POBbIMM
neTbMU. CHUKEHWE YPOBHA MapKepa OCTEOCHMHTE3a MOIJI0
YKa3blBaTb Ha CHUXEHHYI QYHKLMIO 0CTeo6nacToB y geTen
¢ 6onMu pocTa, OAHAKO U3MEHEHUN APYrux rnokasartenen
OCTEOCHHTE3a BbIBIEHO HE 6blf0. ABTOPbI UCCNELOBaHMS
npeanonoxunu, 4to PINP moxeT 6bITb 6051€e Y4yBCTBUTE b
HbIM AN191 OTPaXKeHWs POM OCTEOCHMHTE3a MpK 6OAAX POCTa,
yem apyrue nokasarenu [33].

YuuTbiBas, YTO B HACTOALMN MOMEHT HET €AUHOr0 MHe-
HUS 0 NPUYMHax 6oner pocTa, NPOAOCIKAOTCH MOUCKU OTBET-
CTBEHHbIX 3@ HUX paKTOpoB. M3MeHEHNS YPOBHEN UHCYTIMHO-
nopo6Horo dakTopa pocta (IGF1), ropmoHa pocTa 1 MON0BbIX
CTEPOUIOB B psiie UCCNeAOBaHWM CBA3aHbl C Pa3BUTUEM
6onen pocta. IT0 OOBLACHHAETCA TeM, 4YTO FOPMOH pocTa
W MONIOBbIE CTEPOMAbI PErynnpyloT mMeTabonnsm KocTen
B Nepuvoj MonoBoro co3peBaHus. TOPMOH pocTa CTUMYU-
pyeT OO6HOBNEHME KOCTHOW TKaHu 4epe3 uHaykuuio IGFL.
ButamuH D # IGF1 B 3Ha4YnTENbHON CTENeHn B3auMoCBA3a-
Hbl, perynmpys poct u passutue ckeneta [34, 35].

Ta6nuua 1. Kputepuu MetepcoHa [38]
Table 1. Peterson criteria [38]

He ycTaHOBNEHO B3aMMOCBSA3W Mexay NoTpebreHunem
omMera-3 JKUPHbIX KUCNOT MaTepblo B TPETbEM TPUMECTPE
6epemMeHHOCTU U pa3BUTMEM 60JIEN poCcTa y IETEN B NOCneay-
owem. Psgom uccnegosatenen yctaHoBEHO, Y4TO 6011 pocTa
Yalle Habnwopanucb y aeten oT matepen ¢ 6o5ee HU3KUM
obpa3oBaHuneM, NpeacTaBuTenen 6onee HWM3KOro coumanb-
HOrO K/ilacca u TeX, KTO Kypui BO BpeMsi 6epemMeHHoCTU. bonu
pocTa Yalle Habnoganmncb y Aeten, noABepraBLnXcs BO3AeN-
CTBMIO OKpYXKatolero Taba4yHoro abiMa B AeTcTee [36].

AWATHOCTUKA BOJIEH POCTA

[unarHoctuka 6onein pocta OCHOBbLIBAETCS Ha KIMHUYE-
CKMX KpuTepusax. Noapo6bHbIM aHaMHes, BKIOYas onuvcaHue
4acCTOoTbl, XapaKTEPUCTUK U BpeMeHn 60u y nauneHTa, Heob-
XOAMM ANa MOATBEPXKAEHMSA AnarHo3a 6onen pocta. Yactb
ucecnegoBatenen OTHOCUT K 60AFM pocTa U HapacTalolwme
6011 B BEPXHUX KOHEYHOCTSIX, OAHAKO 3TO Habnogaetcs
ropasgo pexe [23].

CornacHo uccnefoBaHusaM, npubnuamtensHo 80-90%
naumMeHToB ¢ 6019MUK POCTa ONUCLIBAIOT ABYCTOPOHHWE 60N
[5, 37]. Bonb 06bIM4HO BO3HWKAET pPaHHWM BEYEPOM WK
HOYbIO; MHOTME AETU NPOCLINAOTCA OT 60N B HUKHUX KOHEY-
HocTax [B]. Y 6onblIMHCTBaA AeTen ObiBaloT AHWM 6e3 601u,
a HEeKOoTOopble NauMeHTbl UCMbITbIBaOT 60/7€BblE CUMMATOMbI
NUWb 3NM30aMYeckn. Hebonbluoe uccneaoBaHue ¢ y4acTu-
em 30 pgeTen nokasano, YTo 60U pocTa MPUCYTCTBOBaIU
exeaHeBHO y 5% nauueHToB, exxeHeaenbHo — y 45%, exe-
MecsiyHO — Yy 35% M Tonbko pa3 B 3 mec — y 15% [37].
[eTn cTapluwero Bo3pacTta 4acTo onuncbiBatoT 60N pocTa Kak
CWUNIbHbIE M CXBaTKOOOpa3Hble. Poautenu aeten mnagwero
BO3pacTa coobLatoT, 4TO UX AETU HACTO NNaYvyT U3-3a UHTEH-
cvBHOM 60K [5]. Annzoabl 6011 06bIYHO ANATCS OT HECKOMb-
KWX MWUHYT O HECKOJIbKMX YacoB. Y MHOIMX AeTeN NMpocTon
Maccax CHMMaeT 60/b.

[na OuvarHoCcTMKKM 6onen pocTa MCMNOb3YIT KpUTepuu
MNeTtepcoHa (Tabn. 1) [38]. CornacHo KpuTepusim lNeTepcoHa,
60511 poCTa XapaKTepuayTcsa Nepuoanyeckon 60/blo, KOTo-
pasi 06bl4HO BO3HWKaET OAMH WAW [ABa pas3a B Heaeno
NO34HO BEYEPOM WMAM HOYbIO C MHTEPBanamMu B HECKOJSIbKO
[Hen 6e3 6o0nu. bonb, Kak NpaBuno, BHeCycTaBHas, JIoKanu-
3ylolasncs B OCHOBHOM B rofieHsX, UKpax, 6eapax unu noa-
KONIEHHOW IMKe, IBYCTOPOHHSA M OTCYTCTBYET K cneayloLliemy
yTpy, 6€3 06BbEKTUBHbIX NMPM3HAKOB BocnaneHusa [38]. bonu
pocTa Bcerga 4o6pOKayYeCTBEHHbI U, KaK NpaBuio, MPoXoasaT
K MOAPOCTKOBOMY BO3pacTy [39].

Heo6XoanMO Hanuune Kak MWHUMYM Tpex M3 4YeTbipex
OCHOBHbIX KPUTEPMEB MPU OTCYTCTBMM KaKMX-TMGO WCKIOYa-
oKX GaKTopoB. [LONOAHWUTENbHbIE NPU3HAKM MCMONb3YOTCA
NS onpefeneHns HeogHO3HaYHbIX clydyaeB. B mocnegyowem
3TU KpUTepumn 6blnn moanduumpoBaHsl (Tadn. 2) [10, 40, 41].

OCHOBHbIE KpUTEPUU

Uckniovaowme pakTopbl

[lonosiHUTeNbHbIEe onucaTesibHble
npu3HaKu 6onen pocta

1. Bonb B 06€UX HUKHUX KOHEYHOCTSAX

2. bonb Havanacb B BO3pacTte
ot 3 1012 net

3. Bbonb 06bIYHO BO3HMKAET B KOHLE
[IHS MW HOYbIO

4. OTCcyTCTBME CYLLECTBEHHOIO
OrpaHUYeHUst aKTUBHOCTH U XPOMOTbI

. XapaKtep BblpaXeHHOCTH 60/1H,

He COOTBETCTBYIOLWMI AnarHosy «6onum pocta»

. Jlio6ble Npu3HaKu onpeaeneHHoro

3a6051eBaHuUs

. Jlio6ble OTKNOHEHMS MpU cneunanbHOM

1ccneaoBaHum (Hanpumep, PEHTIEH,
CKaHMpOBaHWe KocTewn)

. bonb coxpaHsinacb no KpavHen mepe 3 mec
. Bbinn nepnoabl B HECKONbKO AHEN,

Heaenb unn MecsiLeB 6e3 60/1eM B HUKHUX
KOHEYHOCTAX

. Bonb He coxpaHsinack go ytpa
. He 6b1110 N10X0ro camo4yBCTBUS,

CBSI3aHHOro ¢ 60/bi0
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Ta6nuua 2. Kputepun 6oneit pocta B moandukaumumn A.M. Evans, S.D. Scutter [41]

Table 2. Growing pain criteria modified by A.M. Evans, S.D. Scutter [41]

XapaKtepucTuka 6onum XapaKTepHble NpU3HaKu

Kputepum ucknoyeHus

MpoaoMKNTENBHOCTb HenoctosiHHas, MoryT 6bITb ® [0OCTOSIHHasA 60/b

HECKOJ/IbKO Ho4Yen 6e3 60u ® yBeMYeHe MHTEHCUBHOCTU 60N
OfHOCTOPOHHSAA/ [ByCTOPOHHASA OLHOCTOPOHHSAA
[IBYCTOPOHHSS

JNokanuzauusa 6onum MNepeaHsas Yactb 6eapa, roneHsb,

3aAHAA 4acCTb KOJIEHHOr 0 CyCTaBa

Bonb B cyctaBax

Bpemsa nosiBnexHuns 6onu [Mo34HO BEYEPOM WM HOYbIO

CoxpaHseTcs yTpom

DU3nKanbHbI OCMOTP bes oTKnoHeHun

OteK, aputema, 601e3HEHHOCTb
JloKanbHoe NoBpeXAEHNE UNN UHDEKLIMOHHBIE MPOSIBIEHUS
OrpaHUYeHHbIE ABUKEHWS B CyCcTaBe/cycTaBax, XpoMoTa

[ononHuTenbHble bes oTKnoHeHuIn

ncenenosaHma

M3meHeHns B nabopaTopHbIX TeCTax, Hanpumep nosbllweHne COJ
M3meHeHWe PeHTreHON0rMYeCKoM MK MHOM Ty4eBOM KapTUHbI

OrpaHunyeHune oeaTenbHOCTH Het

YMeHbLIeHne GU3NYECKOM aKTUBHOCTH

[JunarHo3 6onen pocta — 3TO BCerga AMarHo3 WUCKIo-
yeHus. *Kanobbl pebeHKa Ha ycTanocTb, HEAOMOraHUe WK
CHWXXEHWEe anneTuTa AO/MKHbI No6yauTb Bpaya K nposefe-
HUIO 06CNefoBaHUSA AN UCKIIOYEHUS APpYruX Npu4mMH 6onewn
pocTa u cocTtosiHui. [Npn cbope aHamHe3a cnegyeT obpallatb
BHMMaHWe Ha Hanuyne pPeLnanBupYIOLWMX TMXOPagoK, U3Me-
HeHWe LBETa KOXW, Hannyine HejaBHUX NOE3A0K M Npeale-
CTBYyOWMX MHPEKLMN. Cneunduyeckne cMMNTOMbl OCTPOro
BUPYCHOro 3a60neBaHus, Takne Kak puHopes, Kallenb, 60/b
B ropfie Wau NMxopagKa, ¢ CoMNyTCTBYIOLLEN MW nocneayto-
wen 60/bi0 B KOHEYHOCTSAX MOTYT yKa3blBaTb Ha MHPEKLIMOH-
HYIO MW MOCTUHOEKLMOHHYIO NPUYMHY 601K. M3BECTHO, 4TO
47% peten ¢ 6019MKN pOCTa UMEOT POACTBEHHUKOB NEepPBON
CTeNeHn POACTBa, cTpajatolmx 6015MK pocTa.

Mpwn c6ope ceMenHOro aHamHe3a Heob6xoanmMo 06paTUTb
BHMMaHWE Ha HalM4yMe OHKOMOrMYeCKMX 3a60sIeBaHNi, BOC-
nanuTenbHbiXx 3aboneBaHunin KuwevHuKa (B3K). M3BecTHO,
4YTO 60ne3Hb KpoHa manM A3BEHHbIM KOMWUT yKa3blBalOT Ha
reHeTUYECKYI0 MPeApPacnoNOKEHHOCTb K ayTOMMMYHHbIM
3ab6oneBaHMaAM, KOTOPbIE MOTYT CONMPOBOXKAATLCA apTPUTOM.
Y netei ¢ B3K yacto HabntogatoTcs noTeps Macchl Tena, aHo-
peKcKa 1 KpoBb B cTyne. [MonHbIM aHanM3 CMMNTOMOB Y NaLu-
E€HTOB C peuuanBupyoWwnMm ann3ogamm 6011 cnocobeTByeT
npaBWbHOM U CBOEBPEMEHHOW NOCTAHOBKE AMarHosa [4].

®du3nKanbHbIA OCMOTP

Y naumeHToB € 60N19MU B HUKHUX KOHEYHOCTAX GU3K-
KanbHoe o6cneaoBaHMe [JOMKHO BK/IOYATb OLEHKY Moxoa-
KW, MO3BOHOYHMKA, 06bEMaA ABUKEHWUIA B CycTaBax HUMKHUX
KOHEYHOCTEN 1 NanbnaLnio BCcex KoHeYyHocTen. KnnHnyeckue
[laHHble, TaKMe KaK OTeK CyCcTaBOB, yMeHbllieHne obbema
[NBWXEHWUW, NanbnupyemMble 06pa3oBaHusl, 60/b NpU ABUKE-
HUU K nobas 601e3HEHHOCTb MPW Nanbnauuun, TpebyloT
Nly4eBOro u/unu nabopatopHoro o6cnegosaHus. CnabocTb
CBfI304HOr0 annapara sBAseTcs pacnpocTpaHeHHbIM Bapu-
@HTOM HOPMbl Y ManeHbKKX AeTer, HO MOXKeT GblTb conps-
eHa C CMHAPOMOM TrMNepPMOBUIbHOCTU CYCTaBOB Yy [ETEW,
KOTOpblE MOTYT »asoBaTbCs Ha 60U B cycTaBax, CBSi3aH-
Hble C GU3MYECKOW aKTMBHOCTbIO. ANITIOAMHUSA MOXKET ObITb
NPU3HaAKOM MoBpexaeHns nepudepmnyeckoro Hepsa unm
NPU3HAKOM KOMIJIEKCHOIO pPernoHapHoro 601eBOro CuH-
npoma. OyeHb BarKHO OLIEHMTb Hanuyue BbINOTa B Kpyn-
HbIX U MENIKMX CycTaBaX, NMOCKONIbKY 3TO MOMET yKa3biBaTb
Ha apTpuT. MblleyHasa cnabocTb NpUM OCMOTpe Yy pebeHKa

¢ 60/19MM B KOHEYHOCTSAX AO/KHa Bbi3BaTb MOAO3PEHME Ha
IOBEHUNbHBIN AepMaTomMno3nT. OueHKa pednekcoB U 4yB-
CTBUTENIbHOCTN KOHEYHOCTEW TaKXe BaKHa, MOCKObKY KOM-
npeccus CNMHHOIO MO3ra MOXKET COMPOBOMX/AATbCA 6O0/bIO
B HWXHWUX KOHEYHOCTAX. Heo6xoanMMO OLEHUTb MOoJoXKeHue
HUXHUX KOHEYHOCTEWN, MOCKOJIbKY aHaTOMUYEeCKMe 0CObBEeH-
HOCTW, TaKMe KaK BblparkeHHas aHTeBepcua Geapa, MoryT
npeapacnonaratb Aeted K 60U B HUMKHUX KOHEYHOCTAX.
OCMOTP KOXM MOMXET BbIIBUTb AOMNONHUTENIbHbIE CUMMTO-
Mbl, HANpPUMep 04aroBylo 3PUTEMY, NOBbIWEHWE NOKaNbHOM
TemnepaTtypbl, YTO MOXET YyKa3blBaTb Ha MHOEKLMOHHbIN
npouecc. M3MeHeHUs KOXKM y aeTen mMoryT 6biTb CBSA3aHbI
C peBMaTM4yecKMMKn 3aboneBaHusmu. [pu ocmoTpe Heob-
X0AMMO obpalyaTb BHUMaHWE Ha BHELWHWI BMUA, Maccy Tena,
6n1eaHoCTb, NMMdageHonaTnio, 601e3HEHHOCTb XNBOTA NPHU
nanbnaumMmM WM renatocnieHoMerasnuio, BbIiBEeHWEe 3TUX
CMMNTOMOB MCKJIOYaeT 60nu pocTa. B otimMyme oT Bbiwene-
pedyncneHHoro, GuanKanbHoe obcnegoBaHMe y NauMeHToB
¢ 60/19MKM pocCTa, Kak NpaBuIo, AEMOHCTPUPYET HOPMY.

AunarHocTuka

Koraga B aHamHe3e MMeIoTCs Knaccu4yeckne 6onu pocra
n dusmkanbHoe ob6cnegoBaHWe B Hopme, nabopaTopHble
M PEHTreHONOrMYecKkMe uccnefoBaHUsa AN MNOCTAaHOBKM
[MarHosa o6bl4HO He TpebytoTtes [42] (cm. Tabn. 1, 2).

Y geten ¢ aTMNMYHbIM aHaMHE30M WU NPU UBMEHEHMUSIX,
onpefeneHHbix B xoae GM3nKalbHOro 0CMOTPa, PEKOMEH/I0-
BaHO MPOBE[EHNE PEHTIEHONOIMYECKOIO MIM MHOTO YTOYHS-
lOLLLErO UCCIef0oBaHUs (KOMMNbloTepHOM ToMorpadun (KT) nnm
MarHWTHO-pe30oHaHCHON Tomorpadun (MPT)) KOHe4yHOCTeEWM
[151 OLLEHKM CTPYKTYPHbIX, HEOMNACTUYECKNX, MHDEKLMOHHBIX
M TpaBMaTUYECKUX MPUYUH 6ONM B KOHEYHOCTSX. Y feten
C HOpMasnbHbIMKU pPEHTrEeHOrpaMMamu, HO C CUMMITOMaMu
0Y4aroBbIX COCTOSIHWI MOKa3aHO AOMOHUTENbHOE MUCCNeno-
BaHMe. Hanpumep, U3MeHEeHUs rofloBKM 6eApeHHOn KOCTH
npu 6one3xu Mepteca MOryT He ObiTb BUAHbI Ha CTaHAApPT-
HbIX PEHTreHorpaMmax B Havasne 3aboneBaHus, 4To Tpebyet
[OMONHUTENbHbIX METOAOB BM3yanu3auuu, Takux Kak KT
mnn MPT. l3meHeHns Ha 0630pHbIX PEHTreHorpamMmmMax Tak-
e MoryT notpe6oBaTb AOMOSHUTENbHbIX WCCEA0BaHWUN.
Pe6eHKy ¢ N0g03pEHNEM HA OCTEOMMUENUT NO AAHHBIM PEHT-
reHorpadum Moxet notpeboBatbes MPT ana noaresepae-
HWS AMarHosa v onpeaeneHns CTeneHn MopayKeHUs KocTewn
N MATKUX TKaHen. MPT Take Heobxoavma npu nogo3peHum




Ha HoBOOGpa3oBaHue. Npn NOAO3PEHMM HA OCTEOUI-OCTEO-
My AN MOATBEPXKAEHUSA AuMarHo3a ucnonbadyT KT MPT
B pEXUMe «BCe TeNlo», CKaHUPOBaHWE KOCTEN C TeXHeuM-
eM-99 MoryT ObiTb MOKa3aHbl NPU HanU4yUKU MOPaXKEHUS,
KOTOpOE MafleHbKU pPeBEHOK He MOXET /I0Kann3oBaTb,
WKW NpY Noao3peHnn Ha anddy3Hoe 3aboneBaHne KOCTeN,
TaKoe KaK XPOHWYECKUIN peumanMBUpYOLLMA MynbTUdOKanb-
HbIh OCTEOMMUENNUT UK MeTacTaTUYECKUIA PaK KOHEYHOCTEN.

Mpu Nofo3peHMM Ha cUCTEMHOe 3aboneBaHue cnemyet
HayaTb nabopaTtopHoe 0b6cnenoBaHune: 06U aHannM3 KPoBHM
(OAK), ypoBeHb C-peaktuBHoro 6enka (CPB) n ckopocTtb oce-
nanus aputpoumtoB (CO3J). AHEMUSA MOXKET HabaaTbCs Npu
IOBEHU/IBHOM MAMOMNATUYECKOM apTpPUTE, CUCTEMHOM KpaCHOM
BOJIYaHKE U nerkeMun. TpOMOOLIMTO3, KaK NpaBuio, yKasbliBa-
€T Ha BoCnanuTesibHoe COCTOsIHWe, TOrAa Kak TpomoboLuuTone-
HUSA TPEeByeT UCKITIOYEHUS JIENKEMUMN TIMOO MeTacTaTUHECKOro
NnopaKeHMs KOCTHOro Mo3ra ApyruMu ONyxonsiMu, Hanpumep
Henpobnactomon. MHGEKUMOHHbIE U UMMYHOBOCMHANUTESNb-
Hble 3aboneBaHns MOryT Bbi3BaTb NEMKOLMTO3. Mapkepbl
Bocnanexusa (CO3 n CPB) HecneunduyHbl, HO UX YPOBEHb
06bI4HO MOBbIWAETCA NPU UHDEKLMOHHBIX, CUCTEMHbIX BOC-
nanuTenbHbIX 1 OHKONOTMYECKUX 3aboneBaHumsX.

Mpy NOAO3PEHNN Ha peBMaATUYECKOE 3aboieBaHue chne-
AyeT onpefenuntb nabopaTopHble MapKepbl, TaKWe KaK Hanu-
Yne aHTUHYKNeapHbIX aHTUTEN, aHTUTeNa K ABYCnMpaibHOM
OHK, ypoBeHb KOMMJIEMEHTa U aHanu3 Mo4u. Y nauneHTos
C CUCTEMHOW KpacCHOM BOJIYAHKOM MNpPaKTUY4eCKu Bcerja
NOBbIWEHbl aHTUHYK/IeapHble aHTUTena, 4acTo MoBbllle-
Hbl aHTUTena K asycnupanbHon OHK M CHWMKeHbl ypOBHMU
C3-, C4-dpakumn KomnnemeHta. B aHanuzax mMoyu moryt
OblTb MPOTEUHYPUS UK TeMaTypusi, ecnun y nauueHta pas-
BUW/ICSA BOTYAHOYHbIN HEDPUT.

NccnepoBaHne Ha MHOEKUMM MOXKET ObiTb MOKalaHo
npyu NOAO3PEHUN HA MUANTUK, BbI3BAHHbIE BMPYCOM rpunna
UK 3HTEpoBMpYycamu. NoBbIlEHNE YPOBHSA MblllevyHoro dep-
MEHTa KpeaTMHPOChOKMHa3bl npeanonaraeT paspylieHune
MbILWEYHbIX KNETOK MPW TaKMUX COCTOSIHUSX, KaK MblllevyHas
AMCTPODUA MU BUPYCHBIM MUO3UT. BbICOKME YPOBHU naKrar-
fJernaporeHasbl UM MOYEBOW KUC/IOTbl MOXHO YBUAETL MpK
OHKONIOrMYEeCKMX 3aboneBaHusx. NMoMUMO onucaHHbIX MpUme-
pOB, CYLLECTBYET MHOXECTBO APYrMX NPUYMH 60NN B KOHEYHO-
CTsIX, KOTOPble MOryT TpeboBaTb N1abopaTOPHOro nccneaoBa-
HUs. Kpome TOro, cneayeTt yaenatb BHMUMaHWe onpeaeneHumto
ypoBHS 250HD, NOCKOMbKY PAA UCCNef0BaHWUI npeanonaraet
cBA3b 60nen pocTta ¢ gepuuntom BuTammHa D [4].

OnddepeHumnanbHaa puarHocTuka

B cBA3K ¢ TeM, 4TO AnarHo3 «6oaun pocta» — 3TO AUArHoO3
WCK/IIOYEHUS, OTCYTCTBME CrneLMdUYECKMX NMOATBEPKAAIOLLMX
TECTOB MOXeT TpeboBaTb NpoBeaeHns auddepeHumanbHom
[IMArHOCTMKM C OYEHb LUIMPOKMM KpPyrom 6one3Hen (Taén. 3).

Onpoc nauueHTa O xapaKtepe 60/iM MOXET NOMOYb
BpayaM OT/IM4MTb BONM pocTa OT 6onee cepbe3HbIX COCTO-
AHWIK. XOTA OAHOCTOPOHHASA 60/1b Habngaetca B 20% cny-
YaeB, ABYCTOPOHHAS 60nb 6onee xapaKTepHa ansg 6onew
pocta [37]. Y naumeHToB C OAHOCTOPOHHEN 60/blo chne-
[yeT BHWMaTe/lbHee paccMaTpuBaTb ApPyrve AWarHos3bl.
OOHOCTOPOHHAS o4aroBas 60/b MOXeT YyKa3blBaTb Ha
NIOKanbHoe 3ab6ofieBaHWe, TaKoe KaK OCTEOMWENUT W
octeonpg-octeoma. bosb, Kotopas ABASETCA MOCTOAHHOW,
a He nepuoanyeckomn, nam 6oMb, KoTopas NOCTENEHHO YCU-
NMBaeTcs, HeTUNMYHa ana 6onen pocta. Bpems BO3HUKHO-
BEeHUS 60N TaKKe BarKHO. XOTH AETWM MOryT npocbinaTbes

Ta6nuua 3. nddepeHunanbHaa anarHocTuka 6onewn pocta

y netew [4]

Table 3. Differential diagnosis of growing pain in children [4]

MMmyHoBOC- HOBeHUNbHBIN aMonaTuyeckuin aptput (FOUA)
nanuTenbHble MoCTUHOEKLMOHHBIN apTpuUT
3aboneBaHus lOBEHWNbHbBIV AEPMATOMUO3UT
TpaH3WUTOPHbIN CUHOBUT Ta306€4PEHHOIO
cycTaBa
OHTE3UTHI
NHbEKLMOHHbIe Octeomunenut
3aboneBaHus CenTuyecKkuin apTput
BupycCHbI Mnn 6aKkTepuanbHbii MMO3UT
AbcLecc
Cocyauctble/ Nerra — KanbBe — MepTeca 60ne3Hb
rematonornyeckne | CepnoBMAHO-KNETOYHAsA aHEMUS C
Ba300KK/IO3UBHbIM KPU30M
femodunusa
Tpom603 rny6oKux BeH
BonesHb lowe
Heonnactnyeckne | Octeona-octeoma
3aboneBaHus CvmMnTOMaTM4ecKasi ocTeoXoHAPOMa
OcTteocapkoma
Neikemus
MeTacTaTuyeckne nopaxkeHus (Hanpumep,
npu HenpobnacTome)
Capkoma KOwuHra
TpaBmaTnyeckoe/ | OcTpbiit nepenom
CTPYKTYpHOE CTtpeccoBblii nepenom
noBpexjexHne TpaBMa B pesynbrarte eCcToKoro
OnopHo- obpalleHuns ¢c pebeHKom
ABUraTesibHoro Anoduaunt
annaparta TpaBMa HepBa
HOHOLWECKNIA 3aNUHUINONN3 FONOBKU
6eapeHHON KOCTH
CvHAPOM rMNepMOBUIBHOCTHU CYCTaBOB
MeTtabonunyeckue Pa6aomunonus
3a60/1eBaHNA HacnegcteBeHHble MuonaTum
Aednunt ButamuHa D, MUKpPO-
1 MaKpOo3reMeHTOB
Opyrue PednekTopHas cumnatuyeckas guctpodus
drbpomuanrus
CUHAPOM 6ECNOKONHbIX HOP

HOYblO C HapacTatouwen 60bto, 60/b, KaK NPaBUIO, NPOXO-
[IUT CaMOCTOSATENBLHO YXKe K yTpy [6, 10, 20].

Bonb, KOTOpas YacTo BO3HMKAET YTPOM WM BO Bpems
GU3NYECKON aKTMBHOCTHM, OO/MKHaA NobyauTb K obcnenoBa-
HWIO Ha NpPeAMET BOCMAaNUTENIbHOrO apTpuTa WK TpaBMbI.
CKOBaHHOCTb CyCTaBOB, OTEK WM 60Mb, NIOKanuayowasacs
HenocpeacTBEHHO B CyCTaBe, TaKXKe MOryT yKasblBaTb Ha
apTpuT MNM TpaBMaTuyeckoe noBpexaeHune. bonb, noka-
NIM30BaHHas B CyCTaBe, TaKXe MOXET yKasblBaTb Ha aHa-
TOMMUYECKYD aHOManuio, Hanpumep AUCKOWUAHbLIA MEHUCK
C pa3pbIBOM MeHMUCKa.

YacTtble annM304bl HapacTalowmnx 60nen MOryT NoBAUATb
Ha )enaHue nauuveHtTa 3aHuMMaTbCcs (GU3NYECKON aKTUB-
HOCTb}O, HO 60/1b HE AO/IKHA BO3HUKATb BO BPEMS aKTUBHO-
¢t [5]. bonu B cyctaBax 4Yacto HabnoaaloTCs y NauMeHToB
C reHepasniM30BaHHON rMNepmMobmnIbHOCTBIO CYyCTaBOB M YacTo
CBA3aHbl C GM3NYECKON aKTMBHOCTbIO. Harpy3oyHble aHTe-
30-apTponaTtuun, ocTeonaTnn, Takne Kak 6onesnb Ocryga —
Wnartrepa unn anodusut Cesepa (anoPpu3uT MATOUYHOM
KOCTH), 0ObIYHO BbI3bIBAlOT 60/1b, CBA3AHHYIO C GU3UYECKOM
aKTUMBHOCTbIO. TPYAHOCTM MPU MEpPEHOCce TAXECTEN U usame-
HeHUs B MOXOA4Ke He cBfA3aHbl ¢ 60n15Mu pocTa. bonesHb

CURRENT PEDIATRICS / 2025 / V.24 / N2 2

7

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 2



A Doctor’s Ai

=
=
(*)

B nomowyb Bpavy

Nerra — KanbBe — llepTeca ABNSETCS NPUMEPOM COCTOSI-
HWS, KOTOPOE BbI3bIBAET U3MEHEHWS MOXO[KMU Y ManeHbKUX
netei. 3aboneBaHue, Kak NpaBuio, 0HOCTOPOHHee, Gofb
npv HEM 4alle HeBbIpa)KeHHass U BO3HWMKAET BO Bpems
nBwmxxeHusa [43]. bonb B KOHEYHOCTSX, CONMPOBOXAatoWasncs
CUCTEMHbBIMW CUMMTOMaMM, TAKUMKU KaK NMXopaaka, noteps
Macchl Tena, Ho4YHas NOTMBOCTb, YTOMISEMOCTb UAKN Gnes-

HOCTb, TPEBYET UCKITIOYEHUSA OHKONTOTMYECKUX 3a60/1eBaHUN,
Hanpumep nenkemuu. MNMpumepbl COCTOSHUIR, MPU KOTOPbIX
A9 NOCTaHOBKM JMarHo3a MoryT notpe6oBaTbCs fly4eBble
uccnefoBaHus, npeacrasineHbl B Tabn. 4.

Kaxgoe 13 aTux CoCTOSiHUI MOXET noTpeboBaTthb JOMos-
HUTENbHbIX METOLOB WCCNefoBaHWsA. XapaKTepUcTUKa 3aTux
COCTOSIHWM NpeacTaBfeHa B Tabn. 5 [44].

Ta6nuua 4. 3a6oneBaHus, conpoBoXatoLinecs 601eBbIM CUHAPOMOM, TPeBYIOLLME NyH4EeBON ANArHOCTUKM [4]

Table 4. Diseases accompanied by pain syndrome requiring radiological imaging [4]

BonesHb Jlerra —
KanbBe — lNepTteca

Bonb B Ta306eapeHHOM cycTaBe, Mo nepegHen NoBepXHOCTH
6eapa Un KONEHHOro cyctaBa

BHe3anHas xpomoTa

OpHocTopoHHee nopaxkeHne B 80—90% cnyvyaes

OrpaHuyeHne BHyTPEeHHeN poTtauuu /
oTBefeHns B Ta306e4peHHOM cycTaBe
Atpodus 6eapa/aroamubl

XpomoTta

HOHowecKum
aNnb13nonn3
ronoBku 6egpa
(HO3rb)

Bonb B Ta3o6eapeHHOM cycTaBe, naxy, 6eApeHHON KOCTU
W KONIEHHOM cycTaBe

Bonb npn GrU3n4ecKom akTMBHOCTH

OCTpbIf 3NNGU3N0IN3 MOXKET BO3HUKHYTb NOC/E 3nM304a

HWKHAS KOHEYHOCTb yaepIKMBaeTcs

B MOJIOXEHWW BHYTPEHHEN poTauum

Bonb npu nanbnaumu no nepeaHen NoBEPXHOCTH
6eapa

o6cnepoBaHus

TpaBMbl XpomoTta
OcTteomunenut Jlnxopagka OyaroBasi 601€3HEHHOCTb
Bonb 06bIYHO OAHOCTOPOHHSS, IOKANW30BaHHAs, MOXKET B HEKOTOPbIX CNy4asx — MNOBbILWEHHASA SIOKanbHas
NPUBECTM K OTKa3y OT OMNOPbl Ha MOPaXKEHHYI0 KOHEYHOCTb TemnepaTtypa win aputema Koxu
y pebeHKa MnajLero so3pacra XpomoTa UM OTKa3 OT ONOPbl Ha HUMKHIOK
KOHEYHOCTb
OcTteocapKkomMa JlokannadoBaHHas 60/1b, 06bI4YHO XPOHUYECKas YacToe ynnoTHeEHWE MATKKUX TKaHen
PacnpocTpaHeHHble NToKanu3aLuuu: AUCTanbHbli OTAeN ToyeyHast NoKanbHas 601€3HEHHOCTb
6eapa, NpoKcUMasbHbI 0TAeN 60Nble6epLIOBO KOCTH,
NPOKCUMaNbHbIV OTAEN NIEYEBON KOCTU
JlnxopaaKa u agpyrue cUCTEMHbIe CUMMNTOMbI B ebtoTe
3a60/1€BaHUsA 06bIYHO OTCYTCTBYIOT
HecTtokoe HeonpeaeneHHbI aHaMHe3, HEBHATHOE U3/10XKeHWe Heo6bAcHWMblE KPOBOMOATEKM MW KPOBOMOATEKM
ob6palleHune poaMTENAMU anob B HEOObIYHOM MecTe (TYIOBULLE, YXO UK Lues)
C AeTbMuU AHamHe3 3aboneBaHusa He coBnajaeT C JaHHbIMU Y3opyatble cnefpbl, TaKUe KaK oT NeTin 1Mbo

NPSKKN PEMHS
ToyeyHas 601€3HEHHOCTb B MeCTe nepesoma

CTpeccoBbiit
nepenom

Yxyawaetcsa npyu GU3n4ecKom akTMBHOCTH
TpebyeT UCKNoYeHNS MeTaboIMYecKux 3aboneBaHnm
cKkeneta

ToyeyHas 60n1e3HEeHHOCTb B 061aCTV nepenoma
MpbIXKKKW ycunusatoTt 60/b
Bosb Npu NPUKOCHOBEHUK KamMepToHa

Ta6nuua 5. Bo3MOXHble AOMNONHUTENbHbIE METObI UCCIeJOBaHNUSA, KOTOPblE MOTYT MOTPE60BAaTLCS AETAM C 60/1E€BbIMU KOCTHO-MbILWEYHbIMU
NPOSIBNEHUSMU NPK NOAO3PEHUN Ha KOHKPETHbIE 3a60neBaHuns

Table 5. Possible additional diagnostic methods that may be required for children with musculoskeletal pain when specific diseases are suspected

OHKonoruyeckune
3a60/1eBaHuUs

310Ka4yeCcTBEHHbIE OMyX0u
KOCTHU:

® ocTeocapKoma

e capkoma tOuHra

® MeTacTasbl B KOCTU

MpepbiBUCTasA 1 3aBUCALLaNA

OT Harpy3Kku, No3xe noctosHHas 60/b
OAHOCTOPOHHSASA, B 3aBUCUMOCTH

OT NoKanu3aLmnu

MpunyxnocTb

Hecneuundunyeckne cUMNTOMBI:
NIMXopajKka, Ho4YHble NoTbl, NoXyaeHue

Mpu capkome HOWHra — NpusHaKku
BOCManeHusl, aHeMusi, TEMKOLUTO3
PentreHorpadus, KT unn MPT
KOHEYHOCTH

[o6poKayecTBeHHbIE ONyxonun

KOCTHU:

e ocTeoua-octeoma

® OCTEOXOHApOMa

* aHeBpM3MaTUYecKas KOCTHas
KucTa

® MMraHTOKETOYHAs OMNyXosb

JlokanuzoBaHHasa 605b

Mpw ocTeong-octeome — HoYHas,
60/1b, yMeHblUalowWascs Ha GoHe
npuemMa aueTuIcanmLUMNIoBOR KUCAOTbI

HeTt na6opaTopHbIX UBMEHEH U
PeHTtreHorpadus

Jenkos

PaccesHHas 6nyxgatowias,

HO4YHas 60/b

[enatocnneHomeranus
Hecneuunouyeckme cMMNTOMbI:
NIMXopajKa, HOYHble NOTbl, NOXyaaHWe

N3meHeHWs B aHann3ax KpoBsH,
nosblweHue yposHewn JIAT,
MOYEBOW KMCNOTbI

Mpu3Haku BocnaneHuns
Buoncus KocTHoro Mmo3sra




Ta6nuua 5. MNMpogomxkeHve

Table 5. Continuation

BocnanutenbHble BakTepuanbHbI ocTeomMuenuT JlnxopagkKa. JlabopaTopHO: TEMKOLUTO3,
3aboneBaHus B 3aBMCMMOCTM OT NOKaNM3aLmm — CO3 111, CPB 111
60/1b UIN BbIHY)XAEHHOE NONoXeHne PeHtreHorpadwmsa, MPT
KOHEYHOCTH
MpunyxnocTb.
OAHOCTOPOHHOCTb o
CenTnYecKnm (THOMHbIN) apTPUT Jlnxopapka JTaGopaTopHo: neikouutos, CO3 111, z
B 3aBMCUMOCTH OT NIOKanu3auum — CPB 111 :
601b UK Wagswee (BbIHyXAeHHOoe) PeHTtreHorpadus, MPT N
nonoxeHue MyHKuMa cycTaBa, aHanu3 i
MpnnyxnocTb, 0AHOCTOPOHHOCTb, YacTO | CUHOBUANbHOW XUAKOCTU: LIUTONOr U Te)
NIoKanbHas runepemus u runepTepmMmns | 1 noces S
1Y
OcTpasi peBMaTHMyecKas ApTpanrusa O6HapyKeHune CTPENTOKOKKa ;
nuxopajka Jlnxopaaka AxoKT, 9K, KpuTtepuun xoHca o
Xopes E
MofKOMHbIE y3enKu =3
Murpupytollas aputema E
o
MMmyHOBOC- HOBEHWNbHBIN MANONATUYECKUIA lMopaxkeHne OAHOro UM HECKONbKMX JlabopaTopHO: NENKOLUTO3, E
nanuTenbHble apTput CycTaBoOB 1 CO3, 1 CPB, nonoxuTtenbHble g
3aboneBaHus YTpeHHSAA CKOBaHHOCTb aHTUHYKNeapHble aHTUTenNa, Haanyune [
aHTUreHa HLA B27 n K peBMatongHomy 3
daKTopy, aHTUTENA K LIUKINYECKOMY
LMTPYNIMHUPOBAHHOMY NENTUay )
SAPHO / XpOHU4YecKuit JlnxopaaKka — pefKo, ecnv 6blBaeT, Jla6opatopHo: nekountos, COI 1,
peUnanBUpyOLLMIA TO HeBbICOKas! CPB 1 N
MYNbTUGOKaNbHbIM OCTEOMUENUT | JIafOHHbIN NycTynes MPT (npu Heo6XoAMMOCTH — BCe Teso) b4
BocnanutensHoe 3a6oneBaHune ~
KULLEYHMKa S
=
MOCTUHDEKLMOHHbIN apTPUT Bonb B cyctaBax 1 oTek JlabopaTopHO: NPU3HaKKM BOCNaneHus, |C_>
aHTUTEeNa K MHOEKUUOHHBLIM areHTam ~
(CTPENTOKOKK, 60pPennn, MEPCUHNUN, g
napsosupyc B19) I
Cocyauctble/ BonesHb MNepTeca Cumntomatuka, 3aBucallas Busyanusauua: peHtreHorpadusg, MPT ;
remaTonornyeckue OT GU3NYECKON Harpy3KM E
OrpaHuyeHne ABUKEHUS =
Yalle ogHOCTOPOHHee §:
rnopaxeHue m
c
CepnoBMAHOKNETOYHasa aHeMus BoneBble KpKU3bl B Te4eHne Ma30oK KpoBu ’g
HECKO/IbKUX AHEN AnekTpodopes remornobuHa %
OTeK KUCTewn pyK E
TpaBmaTuyeckue/ Mepenom B 0CHOBHOM OIHOCTOPOHHOCTb, Busyanusauus: peHtreHorpadus, E
CTPYKTYpPHbIE Crpecc-nepenom CcUMNTOMaTUKa, 3aBuUcsLas npu HeobxogMmoctTn — MPT g
Anodusnt OT Harpy3Ku o
MNMoBpexaeHne HepBa OTek E
3Anndur3nonuns ronoBku 6egpa [ematoma o
MNepMo6UNBLHOCTL CyCTaBOB OrpaHuyeHne ABUKEHUS E
[nocko-BanbrycHasi ycTaHoBKa g
cTonbl
Genu valgum
MeTtabonuyeckue Nednumt Butamnna D - JlabopaTopHO: aKTUBHOCTb LWENTOYHOMN
Mnodocdarasus docdaTasbl, ypOBHU KanbLmKs,
HOBEeHWNbHBIN OCTEONOPO3 docdopa, MTI, 250HD
Pa6aoomunonus
BpoxaeHHble muonatum
MyKononucaxapnaosbl
CUHAPOMBI XPOHWYECKMIA permoHapHbIi [eHepanu3oBaHHas 60/b Kputepun XPBC [45]
ycuneHuns 6oaum 6oneBoi cuHapom (XPEC) PaccTpoitcTBo cHa Kputepun ®M [46]
dubpomumanrus (PM) CUHAPOM pasgpaKeHHOro KuLevyH1Ka,
rofloBHas 60/1b, ycTanocTb

lMpnmeyvaHme. KT — KomnbloTepHas Tomorpadus; MPT — marHuTHo-pe3oHaHcHas Tomorpacdus; AT — naktataerngporeHasa; CO3 — cko-
pocTb ocefaHus aputpoumntos; CPB — C-peakTBHbIN 6€10K; IXOKI — axokapanorpadus; IKI — anektpokapaunorpadus; MTI — napatupe-
OWAHbIA TOPMOH.

Note. CT (KT) — computed tomography; MRI (MPT) — magnetic resonance imaging; LDH (J14) — lactate dehydrogenase; ESR (CO3) —
erythrocyte sedimentation rate; CRP (CPB) — C-reactive protein; EchoCG (9xoKI') — echocardiography; ECG (3Kl — electrocardiography;
PTH (MTI) — parathyroid hormone.
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Ta6nuua 6. CuMNTOMBbI, TPEBYIOLLME BKIIOYEHNS 310KA4YE€CTBEHHbIX
HOBOOGPa30BaHUM B Kpyr AMddepeHLnanbHOM AMarHoCTUKK Npu
601€eBbIX KOCTHO-MbILWEYHbIX cumnTomax [47]

Table 6. Symptoms requiring inclusion of malignant tumors in
differential diagnosis of painful musculoskeletal symptoms [47]

HecyctaBHas 60/1b B KOCTSAX

Bonb B CNnHe Kak OCHOBHas floKkanu3auus

CucteMHas cumnTomaTtuka

Ocsi3aemoe TpeboBaHWe K NPOCTPaHCTBY (rMnepectesuns)

[femopparnyeckuin guates

OTK/IOHEHUS B aHan3e KpoBKU U Ma3Ke

MOBbIWEHHbIN YPOBEHb NaKTaTAernaporeHassl

Mpy¥ NOAO3PEHUW Ha 310KaAYeCTBEHHOE HOBOOGPa30-
BaHWe, COMpPOBOXAatoLEecs KOCTHO-MbILEYHbIMU GONSIMU,
cneayet o6pallaTb BHUMAHWE Ha CMMMTOMbI, NepeyncneH-
Hble B Tabn. 6.

OnddepeHumanbHble agnarHo3bl 601er pocta nNpeacTaB-
NleHbl B TabA. 7.

CUHAPOM 6eCnOKOWHbIX HOT

CuHgpom 6ecnokomnHbix Hor (CBH) moxHO cnytatb
¢ 6onamu pocTta. Natodmanonornsa CBEH ceA3aHa ¢ reHeTu-
yecKMMKU daKkTopamu, AobaMUHEPTUYECKON AUCOYHKLMEN
N CHUXEHWeM 3anacoB enesa. bbina o6HapyxeHa acco-
umauma CbH ¢ BapuaHTaMn romeo6OKCHbIx reHoB MEIS1,
BTBD9 n LBXCOR1, noKann3oBaHHbIX Ha AJIMHHOM MJjeye
2- XPOMOCOMbI, AJIMHHOM Neye 5-i XPOMOCOMbI M KOPOT-
KoM rnneye 15-1 XpOMOCOMbI COOTBETCTBEHHO.

Ta6nuua 7. AnddepeHunanpHble anarHosbl 6onen pocrta [20]
Table 7. Differential diagnoses of growing pain [20]

CumnTaeTcs, YTO HU3KWUI YPOBEHb XKenelda CHUXKaeT ypo-
BeHb AgodamuHa. [poBeAeHO HECKONbKO MWCcCnefoBaHun
o6uHOCTN M pasnnumi mexay CBH n 6onamu pocta. Adnar-
HocTuyeckune kputepun CBH BKtovatoT B ce65 NoTpebHOCTb
B [ABWXXEHWM, COMPOBOXLAEMYIO OLLlylleHWeM AuckomdbopTa
B HWXHWX KOHEYHOCTSIX, KOTOPOE YCU/IMBAETCS B COCTOSHUM
NMOKOS, yNyyllaeTcs NPy ABUMEHWUM M Yallle BCEro BO3HUKaET
HOYbIO MK Bevyepom. MHorne aeTu, y KOTopbix 6blin guarHo-
CTMpOBaHbl 6011 POCTa, MOryT COOTBETCTBOBATb KPUTEPUAM
CBH [48]. BaxHO pasnuyaTb 3TW [ABa COCTOSAHWUS, NMOCKOMbKY
neduumnt xenesa u ¢onatos conpskeH ¢ CbH, 1 noatomy
nccnefoBaHue ypoBHern donata M xenesa Heobxoanmo Ans
yCTaHoBneHUs guarHo3a CbH 1 Ha3Ha4YeHWs 3TUX 3/IEMEHTOB.

CBs3b CBH 1 6onew pocta UMEET UCTOPUIO AIUTENBHOIO
o6eyxaeHus. B 1975 r. K.A. Ekbom npwuiwen K BbiBOAY, 4TO
3TW ABa COCTOSIHUS He CBA3aHbl Apyr ¢ Apyrom [49]. OgHako
HECKONIbKO [pYruxX MUCCnefoBaHWW NOATBEPXAAlOT B3auMO-
CB$13b M OBLLHOCTb 3TUX ABYX COCTOSAHWMM. CyLlecTByeT MHOIO
06LWMX XapaKTEPUCTUK, TaKMX KaK Havyano B HOYHOE Bpems
N BOBJIEYEHME HMKHUX KOHEYHOCTEN, HO 3TV ABa CMHAPOMA
MMeIoT U OTInYUTESIbHbIE 0CO6EeHHOCTH [50-54].

B HEeKOTOpbIX KAMHWYECKWUX M 3INUAEMMUOSIOTUYECKUX
nmcenenoBaHuax coobllanocb 06 0AHOBPEMEHHOM BO3HUK-
HoBeHWW CBH 1 6onen pocTa y naumeHTa, a Takxe Hannmyus
CBH vnnu 6onew pocTa y Apyrux 4aeHoB cembu [55, 56].

PacnpoctpaHeHHocTb CBH cpean getert v noapocTKOB
Konebnetcs o1 2 Ao 5% M 3HAYUTENBHO Bblle Yy B3POCIbIX,
0CO6GEHHO Yy 6epeMEHHbIX KeHLnH [52].

CBH — 310 HeBponornyeckoe CEHCOMOTOpPHOEe 3abo-
fleBaHWe, KOTOPOe Cepbe3HO HapyllaeT COH U Ka4vecTBO
*M3HU. CornacHo nuTepaTypHbIM AaHHbIM, 60X pocTa MOryT
BCTpeyatbes y 27-80,6% peten ¢ CbH [53]. OminyuTthb
negnatpuydeckut CBH ot 6oner pocta NomMoratT KpUTepuu
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CnyvanHas TpaBma - + +* —
AcvmMeTpuryHas 60/b + + + + + + +
Bonb B KOCTSX - + + + + + -
HecooTBeTcTBUE MEXAY Kanobamn U KNTMHUYECKOW KapTUHOM - - - + + - _
CemeliHbl aHamHes no CBH - - - - - - +
YTomnsemocTtb + + - - + _ +
HemoTnBMpOBaHHasa nnxopagka + + - - + _ _
XpomorTa + + + + + + +
Bonb coxpaHseTcs yTpom + + + + + + +
Cbinb + + - - + _ _
MHdeKumns B aHamHese + + - — — — _
MoTeps macchl Tena + - - _ + _ _

lMpumevaHme. <*> — cemMbu 0GbIYHO OTPULIAIOT KeCToKoe obpalleHue ¢ aeTbMu. CBH — cuHApPOM 6eCnoKOMHbIX HOT.
Note. <*> — families usually deny child abuse. RLS (CBEH) — restless legs syndrome.



MexxayHapo4HOM nccneaoBaTenbCKOM rpynnbl MO U3YYEHUIO
CBH. JaHHasa rpynna yKasblBaeT, YTO «CTpeMeHne ABuraTb-
csi» — OCHOBHas xapakTepuctuka CBH, Toraa Kak y geten
¢ 6019MM poCTa TaKOro CTPEMIEHUS HET.

AnarHocTuyecKue KpuTepmum cuHapoma
6eCcnoKOMHbIX HOTr y AeTeMn [53]

1. XenaHuve noweBenUTb HOramu OObIYHO, HO He Bcerga
COMpOBOXAAETCS ollylleHMeM anckomdopTa M Henpu-
ATHbIX OlWyLleHnn B Horax (A, b).

2. XenaHwve noweBennUTb Horamu 1 ntobble COnyTCTBYOLLME
HEMPUATHbIE OLLYLLEHUS HaYMHalTCA WX YCUAMBalOTCS
B Nepuoabl oTablxa uan 6e34eNCTBUS, HanpUMep B Noso-
KEHWUM Nexka unu cuas.

3. YKenaHue aBuratb Horamu u no6Gble COMyTCTBYIOLLME HEMPU-
ATHblE OLLYLWEHNSA YaCTUYHO MM MOJSHOCTbIO CHMMAtOTCA
ABWXEHWEM, TaKMM KaK Xxoabba Unu pacTsKa, No KpanHemn
Mepe [0 Tex Nop, NoKa NpoaomKaeTcs 3aHaTue (B).

4. YKenaHue noleBenUTb Horamu 1 Nto6ble CONyTCTBYOLLME
HEMPUSATHbIE OLLYLLEHMS BO BpeMs OTAbixa unu 6e3aen-
CTBMSI BO3HMKAIOT TOMIbKO BEYEPOM WM HOYbIO WK YCU-
NIMBAIOTCS CUSIbHEE, YEM BO BPEMS CHa, HasBY.

5. BO3HWMKHOBEHWE BblllEYyKa3aHHbIX NMPU3HAKOB 0ObACHSN-
€TCs He TO/IbKO CUMMTOMaMK, NEPBUYHLIMMU AN1F APYroro
MEAWLMHCKOro MK NOBEeLEHYECKOro COCTOAHMA (Hanpu-
Mep, MUanruen, BEHO3HbIM 3acTOeM B HOrax, OTEKOM,
apTpUTOM, cyaoporamu B Horax, No3uMLMOHHbLIM AUCKOM-
$GOpPTOM M NPUBbLIYHBIM MOCTYKMBAHUEM HOIOM).

A. MHorpa enaHue nolweBennTb Horamu NpuUcyTcTByeT
6€3 HEMNPUATHBIX OLLYLIEHWI, @ MHOTAQ B AOMONHEHNE
K HOraM 3a[leMCTBOBaHbI PYKU WK ApyrMe YacTv Tena.

Bb. [nsa neten onucaHue 3TUX CUMMNTOMOB [JO/MKHO ObITb
COCTaB/IEHO COOGCTBEHHbIMU CNOBamMu pebeHkKa.

B. [pu o4eHb cepbe3HbIX CMMITOMax o6/ier4yeHme ot puau-
YECKOM aKTUBHOCTM MOXKET OblTb HE3aMETHbIM, HO JO/K-
HO 6bITb YKa3aHwue, 4To 310 ob6/eryeHue 66110 paHee.

JIEYEHUE

B 60onblinMHCTBE CnyvaeB 60K pocTa NPOXOASAT K MoApPOCT-
KOBOMY BO3pacTy 6e3 Kakon-1nmbo crneumduyeckon Tepanuu,
OHaKo peuuansupyollas 60nb, CBA3aHHas ¢ aTUM 3abone-
BaHWEM, 4acCTo 04eHb 6ECMNOKOUT JieTen U ux poautenen [57].
O6cyaeHne ecTeCTBEHHOrO TeyeHuss 6onen pocta MOXKeT
NMOMOYb YMEHbLWWTb 3Ty TPEBOTY. MccnenoBaHui, NOCBALEH-
HbIX Tepanuu 6onen pocta y AeTen, KpanHe mMano.

M.P. Baxter n C. Dulberg, nccnegosaB 34 nauueHTa
(18 — ocHoBHas rpynna U 16 — KOHTpOJIbHasA), NoKasanu
NONIOXKUTENbHbIM 3DPEKT OT pacTAKEHUs KBaApuLIENCOB,
NMOAKONEHHbIX CYXOXWAWA M MKPOHOMXHBIX MbIWL, Yy AeTEN
¢ 6onamun pocrta [39]. BonblIMHCTBY AETEN [OCTATOYHO, YTO-
Obl pOAUTENN MaccMpoBann 60Me3HEHHbIE YyHaCTKU, UHOrAa
¢ fo6aBneHueM Tenna ans obneryeHus 6onu. HekoTopbim
nauvMeHTaMm nomMoratoT HecTepouaHble MNpPOTMBOBOCNA-
nuTenbHble cpefctBa — uMOynpodeH unv aueTaMmHOEH.
OpToneanyeckne CTeNbKKU AN CTOMblI MOTYT UCMOb30BaTbCS
Ons nevyeHus 6onen pocta y AeTen ¢ BanbrycHon aedpopma-
LMen 3agHero oraena CTomnbl, HECMOTPS Ha OTCYTCTBME MOoA-
TBEpXKAaWmx ncenegoBaHnin. OCHOBHble NoaxoAbl K Tepa-
nuW NpeacTaBfieHbl B Tab. 8.

3AK/TIOMEHUE
Bbonu pocta gBngTCS YacTon NpUYNHOM Gonen y aeten
[OWKONBbHOro BO3pacta. XOTs OCHOBHble MPU4YMHbLI Gonen

Ta6nuua 8. Moaxoabl K Tepanuu 6onei pocta y aeten [57]
Table 8. Approaches to growing pain management in children [57]

MeTopabl ne4yeHusn MNosicHeHue
ButamuHbl, MarHui, Kanbumi, BUTamuH D,
rOPMOHBbI, BUTaMUH C, MeNaToHWH, cenex
MUKPO3IEMEHTbI
Mcuxonornyeckas O6bsiCHEHMWE CYLLHOCTH 3aboneBaHus,
nomolulb NcuxonormyecKkas noaaeprka
dusnotepanus YnpaxHeH1s Ha pacTaXKKY MbILUL, HOT,

Macca MblLLL, HOT, 0COGEHHO MKP
[ononHutenbHas Oxnaxkpatowme cpeacraa
Tepanus [penka / 3epHoBas noayukKa
OTBneKatoLwas Mcnonb3oBaHue corpeBatoLLmx
Tepanus 6anb3amoB, Ma3en
OpToneanyeckue OpToneanyecKune CTeNbKu U BCTaBKK
npucnocob6neHus B 006yBb

pocTa U3y4eHbl NI0OX0, 3TO COCTOSAHUE OObIYHO NMPOXOAUT U HE
UMEET KaKunx-nnbo nocneactBun. Korga aHamHes v pesyib-
TaTbl PU3NKaNbHOIO 06C/IefoBaHUs pebeHKa ¢ 60/bi0 B HUMK-
HUX KOHEYHOCTSX COOTBETCTBYIOT KI1AaCCUYECKOMY OMUCaHUIO
6onen pocta, Ans poautTener o6bl4HO AOCTATOYHO OO6bBSAC-
HEHWW CO CTOPOHbI MeAMUMHCKOro paboTHuKa. [ns peten
C aTUMUYHbIM aHaMHEe30M, C HaJu4ynem CUMMNTOMOB, He
COOTBETCTBYIOLMX GONSAM pOCTa, Bpayu [JO/MKHbI MPOBECTU
[IONONHUTENbHOE 06CNe0BaHNe C LUEeNblo UCKIOYEeHUS apy-
rux 3aboneBaHuin. K cyacTblo, cepbe3Hble NPUYMHbI 6onen
B HWXHWX KOHEYHOCTSX BCTPEYaloTCs ropasfo pexe, Yem
601K pocTa.
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3HUMUKNONEAUA ANA POAUTENEN

Jeten, o6HOBEHHbIN B 2024 T.

[N19 Bac 1 Ballen CeEMbMU.

3 HUMKONeaMa ana poauTenen — 3TO YHUKaNbHbIM 06pa3oBaTefb-
HbIM NpoeKT Coto3a neanaTpoB Poccuun, HanpaBEHHbIM HA NPOCBE-
LleHMe poauTenen No BOMPOCaAM COXPaHEeHUs U YKpeneHus 340p0Bbs

B KHMre Bbl HangeTe camyto NPoBePEeHHY0 MHPOpPMaLIMIO Mo cieayto-
WMM TeMaM: paluoHanbHOe NWUTaHWe, pa3BUTUE U BOCMUTaHWE OETEW,
npodunakTMka BaKUMHOYMpaBiseMblX WHOEKUMA, OKalaHWe MepBow
NMOMOLLM, coLMabHbIE N OPUANYECKUE aCMEKTbl poanTeNnbCTBa.

SHUMKNONEeAns 4Na poanTenen — Ball HafeXKHbIM MOMOLLHWK U COBET-
YMK Ha KaXKOOM 3Tane pocTa M pasBuTUS pebeHKa, U Mbl Hageemcs,
YTO 3Ta KHMUra CTaHET He3aMEeHUMbIM MCTOYHMKOM 3HAHWM U NOAAEPHKKM
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W) Check for updates

NMamatu EBreHun UBaHoBHbI LLIaGyHUHOM
(22.03.1942-22.02.2025)

C rny6oKUM MpuUCKop-
6vem cooblaem, 4TO
22 ¢eBpana 2025 r. Ha
83-M rofy W3HW He cTa-
10 M3BECTHOro neauaTpa
W y4yeHoro, npodeccopa,
[OKTOpa MeAULUUHCKUX
Hayk EBreHun WMBaHOBHbI
LLla6yHWHON.

B crteHax Hweropoga-
CKOTFO MHCTUTYyTa neawu-
atpun (paHee HUWU pget-
CKOW racTpO3HTEPOIOrnm)
EBreHunss MiBaHOBHa Tpyau-
nacb 6onee 45 net. 3gecb
OHa npowsia NyTb OT MAAALWEro Hay4HOro COTPyAHMKa A0 Npo-
deccopa. C 2000 r. 6bin1a 3aMecTUTeNEM AMPEKTOPA MO Hayy-
HoW pabote, ¢ 2011 no 2014 r. — AUPEKTOPOM MHCTUTYTA,
00 2017 r. — rnaBHbIM Hay4YHbIM COTPYAHUKOM.

B 1980 r. E.M. WWabyHWMHa ycnewHo 3aluTuia Ka-
avpatckyto, a B 1991 r. — [OKTOPCKYyl0 AuccepTaumio,
NMOCBSILLEHHYI0O NaToreHeTM4ecKoMy 060CHOBaHWIO MMMYHO-
MOZYNUPYIOWEN M MeMObpaHOCTabuIM3npyloLEeN Tepanuu
Npu XPOHUYECKOM renaTtute y AeTen.

OHa aBnsetca aBTopoM noytn 400 HayyHbIX My6au-
KauuKn, noa ee pPyKOBOACTBOM BbIMOMHEHO 5 [OKTOPCKMUX
M 17 KaHaupaTCKUX aucceprtauunn. HaydHble wccneposa-
HWS, NPOBEeAEHHbIE MO Ha4yanom 1 NPU HENOCPEACTBEHHOM
y4actun EBreHmm MiBaHOBHbI, Kacanucb Hanbonee aktyasb-
HbIX NPo6ieM [OETCKOM racTpPO3HTEPOSIONMU: XPOHUYECKUX
60/1e3HEN neyeHn, GUnMapHoOro TpakTta, racTpoayoaeHasb-
HOM 06n1acTu, NaToNorMn KnwevyHuKka. OHa nocnegoBaTteibHO
npoBoauna paboTy No NOMCKY U BHEAPEHWUIO HOBbIX Hayu-
HbIX TEXHONOIMI MO ANArHOCTUKE, NeYeHnto, NpopunakTuke
3ab0neBaHui OpraHoB NuweBapeHns y aeten. Ee HayyHble
Tpyabl NO 601€3HAM NeYeHn BHECTM BECOMbIM BKIaA B Gpop-
MWpOBaHWe HOBOIO Hay4HOro HanpasfieHUst — renaTonoruu
[eTCKoro Bo3pacrTa.

Benuka ponb E.N. LWabyHnHOM B opraHuM3aumu u pas-
BWUTUM FaCTPOIHTEPONOrMYECKON CNyKObl Hallen CTpaHbl.

MpoBeaeHHbIE NO4 ee PYKOBOACTBOM HayyHble UCCneno-
BaHMA MNOCNYXUIK 060CHOBaHWEM ANns psha NpPUKasos
MuH3gpaBa Poccuun, pernameHTUpylouwmx npodunakTu-
Ky, PaHHIOO AMArHOCTUKY M nedvyeHne 60Nie3HEN OpraHoB
nuuweBapeHus y geten. lNpu HenocpeaCTBEHHOM y4ac-
Tun EBreHmn MBaHoBHbI Ha 6a3e WMHCTUTYyTa Obll co3aaH
Pecny6nmMKaHCKMM LEHTP AETCKOW racTPO3HTEPOSIOruH,
a TaKXe pervoHanbHble LEeHTPbl MyKOBMUCLMAO3a M BOcNa-
NIUTENbHbIX 3a601EBaHMIN KULLEYHUKA.

E.N. LWabyHuHa O6bina 4YNeHOM [UCCePTaLUOHHOIO
coBeTa no negnaTpuu, BHYTPEHHUM 6GONE3HAM M paguono-
rmn npuv HUXKEropoacKon MeAMLMHCKOW aKaaemMuu (HblHe
MpUBOMKCKMIN UMccneaoBaTeNbCKUA MEAULUHCKUNA  YHU-
BEPCUTET), YJIEHOM pedaKLMOHHbIX COBETOB »ypHanoB
«POCCUNCKUI NeguaTpuUyecKnin XypHan» u «JeTckas ractpo-
3HTeponorus». 3a 6onbluMe 3acnyru B AeNne oxpaHbl 30-
poBbs neten EBreHun KMBaHOBHEe ObiO MPUCBOEHO 3Ba-
HUe «3acnyKeHHbli Bpay Poccuitckon depepaunu», oHa
HarpajeHa no4YeTHbIM 3HaKOM «OTIMYHMK 3apaBoOXpaHe-
HUs», ABNsieTcs naypeatom npemun U.H. bnoxmHon 3a pabo-
Tbl B 061aCTV MEANLMHCKOM GUOTEXHOIOMUM.

EBreHuss MiBaHoBHa 6Gblna HepaBHOAYLWHLIM M TBOpYe-
CKMM 4enoBeKOM, 6e33aBETHO MpeAaHHbIM CBOEMYy [eny.
Bbicoyanwunn npodeccrmoHanmam, LeneycTpeMeHHOCTb,
MYAPOCTb, TPyAONt06ME U caMoOTaadya CHUCKaNW en 3acny-
XEHHOEe NpU3HaHWe U rMyboKoe yBarKeHWe Konner, MHOro-
YUCNEHHbIX YY4EHWKOB, cneuuanuctoB Poccun. OHa HaBcer-
[a OCTaHeTCs MPMMEPOM SIPKOro Y4YEeHOro W HacTaBHMKa.
Ee omnMyanu WCKpeHHee BHUMaHWE W KelaHWe MNoMoYb
nogsam, 4o6poTa, CKPOMHOCTb.

CBetnas namatb 0 EBreHun MBaHoBHe LLabGyHMHON
HaBcerga oCTaHeTCs B HalMX CepAaLax.

Konnektus UHCTUTYTa neamatpumn
[p1BOJ/IKCKOro nccieo0BaTes/IbCKOro
MeANLMHCKOro yHuBepcuTeTa

K cnoBam npolyaH1s ¢ BblAaloWMMCS POCCUICKUM
neagnatpom EBreHunen MiBaHoBHow LLlaGyHUHOM
npucoeamHsietcss Cotos negnatpos Poccumn





