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OAmutpuin Eroposuy lopoxos (1863-1921) —
OCHOBOMMOJIOKHUK AETCKONU XUPYPrum
U OpraHu3aTop oxpaHbl getcTtBa B MOCKBe

KoHTaKTHas nHopmauus:

LllenkoBa Bepa HukonaeBHa, KaHAMAAT MEAULIMHCKUX HayK, Bpay-neauatp MBY3 «[Jetckas ropofckas KimHuyeckas 6onbHuua N2 9 um. IH. CnepaHcKoro
[enapTameHTa 3apaBooOXpaHeHuns ropoga MocKBbI»

Appec: 123317, MockBa, LUmuToBCKMIA Npoe3a, 29, Ten.: +7 (499) 256-41-71, e-mail: vera.shelkova70@mail.ru

Cratbf noctynuna: 09.04.2023, npuHAaTa K neyatu: 16.06.2023

Cratbsa nocssuweHa Amutpuio EroposBudy [0poxoBy — SPKOMY MNpeACcTaBUTE/I0 MOCKOBCKOM MeanaTpU4YECKOM LLKOJIbI.
naBHbIN Bpay n aupektop Cogpurickon getckon 6osbHULbI B MockBe, [.E. [0pOX0B LUMPOKO M3BECTEH KaK aBTop MNepBOro
0TEeYeCTBEHHOI0 PYKOBOACTBA 10 AETCKOM XUPYPIrn 1 10 npaBy CYUTAETCS OCHOBOMOJI0KHUKOM AaHHOM KIMHUYECKOM AnC-
umnnanHebl. [log ero pyKoBoACTBOM 6bisia pa3paboTaHa TaKTUKa JI€4EHNS TaKnX CoLmMasbHO 3HaYMMbIX 3a60eBaHNn y AETEHN,
Kak anneHanumnT, Ty6epKyie3 KOCTeHN 1 CycTaBOB, OryX0J/i1, pas/inyHble nopoku pa3sutus. A.E. [opoxos BrnepBbie 0606LmnI
OMbIT NPUMEHEHUSI HAPKO3a MNPU XMPYPruYyecKkmux onepaumsax y geter. OH ctan MHULUMATOPOM U OpraHmM3aTopoM MUTaHus
B ropoAcKux WwKoaax MocKBbl. [loka3aHa Hay4Has, MpaKTn4yecKas, MPOCBETUTE/IbCKas M 0BLLECTBEHHAs AEATENbHOCTb Bpaya
M y4EHOro, BHECLIEro 3Ha4yuTe IbHbIN BKAaA B 0XpaHy AEeTCTBa.

Knro4eBbie cnoBa: [opoxoB /[.E., oxpaHa geTcTBa, 0340P0BHUTE/bHbIE TEXHOOMMH, LWKOAbHas MmeanumnHa, Copuickas aer-
cKas 60/ibH1La

Ansa untnpoBanus: lenkosa B.H. Amutpuin Eroposuy fopoxoB (1863-1921) — OCHOBOMOMIOXKHUK AETCKON XMPypruu
1 opraHn3aTop oxpaHbl geTctBa B MockBe. Bonpockl coBpemeHHoH negnatpumn. 2023;22(3):224-230.

doi: https://doi.org/10.15690/vsp.v22i3.2570

AKTYAJIbHOCTb

CTaHOBNEHUIO NefuaTpUM KaKk HayKu W KIMHUYECKOM PE3Y/IbTATbI AHAJIU3A

avcumnantel B Poccun cnoco6CcTBOBann Takue dakxTopbl,
KaK pa3BUTUE 3EMCKON MeAULMHBI, POCT POSIK B OpraHun3a-
UMW MEeOULIMHCKOW MOMOLLM FOPOLACKUX CaMOynpaBieHuw,
COBEPLUEHCTBOBAHWE aKyLIepPCKOMW MOMOLM U LIKONLHOK
MEAMULUMUHBI, [LEeATENbHOCTb MEeAWLMHCKUX opraHu3aluin
M Hay4HbIX 06LLECTB. 3TO MOATBEPXKAAET KUSHEHHbLIN NYTb
BblAatolerocs npeacraBuTeNss MOCKOBCKOW nefuatpuye-
CKOM LWKOMbI, @ TaKKe aKyllepa-rMHeKonora U xupypra
Omutpusa Eroposuya fopoxoBa. ABTOp NepBON OTEYECTBEH-
HOW MOHOrpaduun No AETCKON XMPYpPruu, OH BHEC 6OJbLIOK
BKNaL B pa3BUTME LUKOIbHOM MEAMLUMHBLI U OpraHu3aLuio
oxpaHbl eTcTBa B MOCKBe.

Vera N. Shelkova

Omutpuin EropoBuy [lopoxoB poaunca 2 deBpans
1863 roga B MHOroAeTHOM cemMbe CBSLWEHHWKa B cene
Hukonbckoe KpacHononsHckown Bonoctu Eneukoro yesga
OpnoBcKon rybepHun (cemvyac — KpacHUHCKUK panoH
Jluneukon obnactu) (puc. 1) [1, 2]. byaywmn Bpay xopowo
3HaN XM3Hb KPECTbAHCTBA, TaK KaK «ele pe6eHKOM MoMo-
rafa oTuy B nose, a MaTepm — € A€TbMM 1 NO XO3AUCTBY» [2].
Mo cBMAETENLCTBY POAHLIX, MPABOCNaBHOE AyXOBHO-HPaB-
CTBEHHOE BOCMNUTaHWe B3pacTwuio B AmuTtpuun EropoBuye
OCTpOe YyBCTBO CNpaBeAIMBOCT U COCTPaAaHus, Kotopoe
W onpenenuao HanpasfeHne ero xusHu [3]. B 1881 roay
OH YCMELWHO OKOHYMA ENELKyto KNacCUYecKytd rMMHasuio

G.N. Speransky Children’s Municipal Clinical Hospital N 9, Moscow, Russian Federation

Dmitry Egorovich Gorokhov (1863-1921): Founder of Pediatric
Surgery and Promoter of Child Welfare in Moscow

The article dwells upon Dmitry Egorovich Gorokhov, prominent representative of the Moscow pediatric school. D.E. Gorokhov, as the
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M NOCTYNUA Ha MeAUUMHCKMK daKynbTeT MMnepaTopcKoro
MocKoBcKoro yHuBepcuteta. Kak n B rumHasun, AmMutpun
EropoBun4y, nomumo y4ebbl, paboTtan, 4ToObl NoadepKaTb
cemblo poautenen [2, 3].

OKOHYMB YHMBEPCUTET CO 3BaHWEM feKaps, AOKTOop
[opoxoB nNOCTynuA Ha cnyxby 3eMCKMM Bpayom [2-4].
Bo3HuKLwasa B peadynbrate ogHOMMEHHON pedopMbl 1864 ro-
[a 3eMcKaa MeauLmMHa, NOCTPOeHHas Mo y4acTKOBOMY MPWH-
LMy, ctana yHUKanbHbIM, HE MMEBLUMM aHanoroB B Mupe,
MacLWTabHbIM NPOEKTOM Pa3BUTUA CEIbCKOr0 M NMPOBMHLIN-
anbHOro 3apaBooxpaHeHus [5]. AmuTpuin EropoBuy B Tede-
HMe 15 neT CAyXun 3eMCKUM BpPayvoM B Pas/iMyHbIX yesaax
Opnosckor, CMoneHcKon U MOCKOBCKOW ry6epHUIA, OKasbl-
Bas NOMolLb B N060e BpeMs BCEM, KTO B HEW Hyxaasncs.
OT4yeTbl AoKTOpa [opoxoBa B 3TOT MepuoA AatoT npeacras-
NleHne 0 MacluTabe aesaTeNbHOCTM 3EMCKMUX MeauKoB [4, 6,
7]. B 1892 roay YMCNEHHOCTb HaceneHus y4actka, obcny-
¥uBaemoro [MWUTPOBCKOM 3EMCKOW O6O0SIbHULEN, KOTOPOM
OH 3aBepoBan, coctaBngana 40 Tbica4 4enoBeK. MM oKa-
3blBanM Nomollb 2 Bpava, 4 denbawepa v akylwepka [7].
3emMcKas MeauuUMHa MOCTENEHHO YCOoBepLIEeHCTBOBaNach.
PaclwmpeHne KoeyHoro GoHaa 3eMCKMX 60sbHUL, C 060-
pyAoOBaHWEM B HMUX OMEPaLMOHHbIX MO3BOAAO NMOCTENEHHO
OTXOAWTb OT Pa3be3qHON «MHOrOBEPCTHOM» PAbOThbl U 3HAYM-
TE€NbHO PaCLIMPUTb BOSMOMKHOCTH ie4ebHOon nomMmolm [5-71.

AKTMBHbIN gesaTtenb O6uiectBa Pycckux Bpadven B NaMsTb
H.N. Muporosa, AokTop [OPOXOB OCTaBWM/I MHOro pabor,
NOCBSILEHHbIX HacylHbIM Npobiemam 3eMCKOW Meauuu-
Hbl. HecmMoTps Ha onno3uumMoHHOCTb ObuiecTBa K BRacTu
M NPU3HAHUS MM HEOBXOAMMOCTU «WUPOKMUX COLMaNbHbIX
pedopm», Tpyabl AmuTpua EropoBmy Hocunu cyry6o npodec-
CUOHanNbHbIN xapaktep [8—10] n He coaepanu NonuTU4ye-
CKMX Npu3biBoB [11-13].

MoparkaeT WnpoTa TEM, OCBELLEHHbIX B CTaTbsAX AOKTOpa
[opoxoBa B nepuoa ero paboTbl B 3emcTBe. OHWU coxpaHs§-
10T CBO aKTyallbHOCTb U B COBPEMEHHOW MeauuuHe. Tak,
B 1899 roagy Amutpmin EropoBMY KaTteropnu4yeckn Bospaxan
NPOTUB YCTPOMCTBA B Ny6EPHCKMX ropofax KpPymnHbIX 60bHHUL,
CO CneunannM3npoBaHHbIMU OTAENEHUAMU (XUPYPTrUYECKU-
MW, TMHEKONOMMYECKUMU, TNa3HbIMW U Ap.). 3a YyCTPOWUCTBO
CTauMoHapa rybepHCKoro 3HayeHuss B CMONEHCKe BbICTYNWA
Xl cbe3n 3emMcKmx Bpaden CMONeHCKow rybepHun. [JoKTop
[opoxoB HacTaMBan Ha nepejaye TaKUX CTaLMOHapoB
B MOAYMHEHME ye3AHbIM 3eMCTBaM C COKpalleHWEeM B HUX
KonnyectBa KoeK. CofepykaHue 3eMCTBaMM «y3KUX» Bpa-
Yyen-cneunannuctoB B Taknx 6onbHULUax Amutpui Eroposuy
cyuTan «6esuenbHbiM <...> MyTeM TpaTbl TY6EpPHCKMX
cpeacte». OkazaHue e cneuuManu3vpoBaHHOW MeaMLUMH-
CKOW MOMOLLK, B TOM YUCNE XUPYPrUYecKomn, odbTanibMONorm-
YECKOM M aKyLllepCKO-TMHEeKOI0rMYecKomn, obLwenpaKTuKyto-
LWMMK 3EMCKMMM BpavyaMu OH HaxOAWA BO3SMOMXHbIM «NyTEM
OTNYCKOB Bpayen ¢ Hay4HoOM Lenbto Ha 3—4 mecsuar, To ecTb
npu MX JOMONHUTENBbHOM 06y4eHunn. CpeactBa e, BbICBO-
6oaMBlUMECS BCNEACTBME COKpalleHus Koek, O.E. Topoxos
cyuTan Heob6XOAMMbIM HamnpaBWTb Ha YCTPOMCTBO HOBbIX
Y4aCTKOBbIX 1€4E6HMLL, OCHALLEHHbIX ONEePaLMOHHBIMU U MaK-
CUManbHO NPUBAMMKEHHBIX K NauneHTamM. MMeHHO Mo Takomy
nyTW AeLeHTpanu3aLmmn OCyLeCcTBASNIOCh Pa3BUTUE XMPYPIn-
yeckon nomolm B MOCKOBCKOM ry6epHUK cornacHo nocra-
HoBneHuto XIV cbe3na ee 3eMcKkux Bpaden [8].

KoHeuyHO, TaKoW noaxon cenvac ycrtapen. HapacTtaHue
o6bema MHGOPMaLMKU B Pa3ANYHbIX KIMHUYECKMX AUCLMMIN-
Hax M YCNOXHEHWe TeXHWYECKOro OCHalLleHWs 3ApaBooxpa-
HEHUS HEU3BEKHO MpPMBENU K HEOBXOAMMOCTM MOArOTOBKM
«y3KUX» Bpayen-CneLmanucToB U YKPYMHEHWIO CTalMOHapOB.
OpHako [.E. TopoxoB nog4yepKunBan, 4To yCTPOMUCTBO CneLmanu-
3MPOBAHHbIX OTAENEHWUI TEPSN0 CMbICA M3-3a UX HUBKOM TpaHC-

Puc. 1. Imutpun Eroposuy
[opoxoB. MNopTpeT n3 KabuHeTa
akagemuKa LH. CnepaHckoro
Fig. 1. Dmitry Egorovich
Gorokhov. Portrait from

the cabinet of academician
G.N. Speransky

NOPTHOW AOCTYMHOCTU. B TO
BPEMS OKa3blBaTb IKCTPEH-
HYlO crneunannu3npoBaHHyo
nomMollb B MaclwTtabe ryéep-
HUW TaKue OTAENEeHUs He
Mornun. Nx ocHalleHne npuH-
LUMNManbHO He OTaMYanocb
OT TaKOBOr0 Y4aCTKOBbIX
3eMCKHKX 60nbHML, [8].

Cnepyet OTMETUTb, 4TO
NOBCEMECTHOE OTKpbITUE
crneunann3nmpoBaHHbIX CTa-
LLMOHaPHbIX oTAaeNneHunn
B Hallen cTpaHe npou3o-
WNO BO BTOPOW MOJSIOBUHE
1960-x rogoB ¢ o6pa3oBa-
HMEM KPYMHbIX 06AaCTHbIX
WU panoHHbIX 60nbHUL [14].
To ectb [.E. Topoxos, onu-
CblBasi OMTMMasbHYylO MO-
JeNb OopraHu3auun Meau-
LIMHCKOW MOMOLLMX B KOHUE
XIX — Ha4yane XX BeKa, one-
peaun ceoe Bpems 6onblue
4YeM Ha noncToneTus.

Omutpuin EropoBurY cuutan MOAHOLEHHbIMW MOMOLHU-
KaMW 3eMCKUX Bpayen KBanuoduumpoBaHHbIX denballepoB
M aKyLlepoK, NoyYnBLLMX JOCTAaTOYHOE 0bLliee o6pa3oBaHue
1 npodeccroHanbHyld NOAroToBKY. HecmoTps Ha geduuumt
KadpoB M BbICOKYID 3arpyeHHOCTb MEeAMLMHCKOro nep-
COHana B 3eMCTBaX, OH KaTeropuyecku Bo3paxkan MpoTuB
npoeKkTa m3BecTHoro akywepa [.0. OTta no noarotoBke
«CeNIbCKUX MOBMBabHbIX 6abOK», MPU3BAHHbLIX 3aMEHWTb
NOMOraBLUMX XEHLWWHaM B poax Heobpa3oBaHHbIX «6aby-
wekK» [9]. Ana gonycKa Taknx CeNbCKMX aKyWEePOK K NpaKkTuke
TpeboBanmMcb rPamMoOTHOCTb M KPaTKOCPO4YHOE 8-MecsayHoe
obyyeHue. [JokTop [opoxoB cuyuTan Bped OT NpuBeYEeHUs
TaKMX cneumanucToB gaxe 601bWUM, YeM OT «BabylueK».
Beab nocnegHue, K KOTOPbIM KEHLKMHbI YacTo obpalia-
NICb M3-3a yaaNeHHOCTU BpavyebHOM NOMOLLM, HEe Bpeauu
«M0 KpanHen mepe B OrpPoOMHOM OO/bLIMHCTBE Cly4yaesB
B HOpMaJsibHbIX pogax» [9].

BbICOKWI pUCK AN POXKEHUL, NPpK 06paLLEHUM K TaKUM
«CENbCKUM MOBUTYLWKaM» yCyrybnsacsa TeM, 4TO OHW, «opra-
HWYECKM HECMOCOBHbIE MOHATb BPEAOHOCHOCTb MUKpPOOGa»,
6yayT CamMOCTOSTENIbHO M yCepAHO MPOU3BOAWUTL TMHEKO-
NlorMyecKoe wuccnegoBaHWe HecHacTHOW poXKeHuubl» [9].
Mpu aTOM 3a KakAble POAbl CenbCcKas MOBWUTYXa AOMKHA
6bl1a oduuManbHO MNOMyd4aTb NPUIMYHOE BO3Harpaxkie-
HMe (1-2 py6ns). To ecTb, Kak chnpaBegivBo OTMETUN
Omutpun EropoBuy, «agelleBas MeAMLMHCKas MNOMOLLb
Bcerga oKasbiBanacb goporoto». O606uas onbiT MHOTMMX
3eMCTB, AOKTOp [OpOXOB yKasblBan Ha «MOMHYD HECOCTO-
ATENbHOCTb aKYLIEPCKUX MYHKTOB, YAANEHHbIX OT Bpayar.
CnepoBaTenbHO, €ro npeacrtaBfeHUs O palmoHanibHOM
opraHuM3aumn poAOBCMNOMOMXEHUS Ha cene O6blnn 6U3KK
K cOBpeMeHHbIM [9].

[.E. TopoxoB ny6arMKoBas CTaTb METOAMYECKOro XxapaK-
Tepa, NOCBSALEHHbIe OpraHn3aLmn paboTbl 3EMCKUX Meau-
LIMHCKMX YH4aCTKOB crneunanbHo ans GenbalepoB M akylle-
POK, CYMTasi BaXHOM WX POSb — KaK HEeMnocpeacTBEHHbIX
NOMOLLHWKOB Bpayen, Tak U aKTUBHbIX AeATeNlen caHUTapHO-
ro npocselleHus [4, 10, 13].

OH cnpaBeanvMBO nonaraf, 4TO B OCHOBE OXpaHbl 370-
pPOBbSl HaceneHus AO/MKHa nexaTb Hay4yHO O06O0CHOBaHHas
npodunakTnka. BaxHyto ponb B ee pa3paboTKe OH OTBOAMI
CTaTUCTMYECKUM MeTogaM. [0BOPSi COBPEMEHHBLIM A3bIKOM,

McTouHumK: 3axaposa U.H.

1 coaBT., 2018 [1].

Source: Zakharova I.N. et al.,
2018 [1].
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U3 nctopumn negnatpumn

OmuTtpun EropoBuy paspabaTtbiBan AM3alH MaclTabHbIX
CTaTUCTUYECKUX UccneaoBaHUn. OH npeanoxun yaobHyo
B MCMOMb30BaHMUM MPaAKTUKYIOLWMMKU BpavyaMu HOMEHKNa-
Typy 6onesHen B3pocnblx u aeten [11]. BeBegeHne B 3em-
CKYIO NMPaKTUKy NOCEMENHOW 3anncun 3a6oneBaHnin CNyKuUno
BbISIBIEHUIO GAKTOPOB PUCKA W NIOXKMIOCh B OCHOBY pa3pa-
60TKU npodunakTudyeckux mep [12]. B MocKoBcKou rybep-
HWUM NMOCeMeWHas perucTpauuns 6bi1a BBeAeHa ana cuduiu-
ca, 4To No3BONSANO onpenensaTb 3IQPEKTUBHOCTb IeHEOHbIX
MEPONPUATUI B NpeaynpexaeHnn ero BHYTPUCEMENHOWM
nepegayn. C nomoulblo atoro metoga [A.E. opoxoB npo-
aHanuanpoBan AaHHble 17 756 »utenen u3 2988 cemen
OMUTpoBCKOro yesga MOCKOBCKOM ry6epHUM M YyCTaHOBWA
60/bLUYI0 pacnpocTpaHEHHOCTb 3a60neBaHUI a3 B CEMbSX,
rae 6b11m 60MnbHblIE cMdUINCcoM. B pesynsrate nccnegoBaHus
OH cAenan BbIBOf, YTO «KaK O/ M3y4eHUs pa3HoobpasHom
00N1e3HEHHOCTU B HaCeNeHUn, Tak U ang <...> NpaBuSibHON
M MOCTOSSHHOM 60pbObI C 60E3HAMW» HEOOXOAMMA «TOYHasd
MHOrONETHAS 3anncb G6OJbHbLIX MPW CTaLMOHAPHOM OpraHu-
3aUMK Yy4acTKOBOM MeAuLUMHbI, NocTynaTesbHO pa3BuBa-
OLLENCA Ha MOYBE LWMPOKON MHULMATUBLI OOLLECTBEHHbIX
yupexaeHun» [12]. AMuTpuin EropoBuY cymTan, 4To npakTuKa
OKa3aHWs MOMOLLM MauMeHTaM <1eTYYUMU» MEAMLMHCKUMU
oTpsiAaMu (TaKMMK KaK, Hampumep, NeTy4ne rnasHbole oTpsabl
6naroTBopuTeNbHOro NoneynTenbcTBa O CnenbiX) HE MOXET
cepbe3Ho 60poTbes ¢ 60/1e3HAMU. [Mog06HbIE OTPSAALI UMEIOT
JILWLb «<BO3MOXHOCTb OKa3aTb N0co6uMe B OTHOWEHMK Nocnea-
cTBUIN mx» [12]. KaK e cnpaBeanBbl 3TW CNoBa CErofHs,
Korga nauueHTaM COKpalleHHOW B pesynbraTte «pedopm»
M «ONTUMMU3aLUMK» CETU CTaLMOHAPOB M aMBynaTopui 4acTo
He B COCTOSIHUM NMOMOYb MOGUbHbIE MEAULIMHCKME Bpuragbl
[axe W3 BbICOKOKBANMMOULMPOBAHHbLIX Bpavyen MMEHWTbIX
MEANLMHCKNX yupexaeHum!

OmuTpus EropoBuYa MOXKHO CMeNIo Ha3BaTb XUPYProm,
aKylepom, obLLenpaKTUKYOLWUM BPavoM 1 NeanaTpoM Hau-
BbiCWEN KBanuduKaumn. EMy 661 NoaBNaCTHbI onepaumm
M3 BCEX WM3BECTHbIX Pa3fenoB XMpPypruu: oT opTanbmMoso-
rMYecKux [12] u HEeMpoxmpypruyeckmx [15] 4O PEKOHCTPYK-
TUBHO-MIACTUYECKUX W TUHEKoNnormyeckux [16-18]. OH
OKasblBan MOMOLLb NauMeHTaM TepaneBTUYeCKoro npodu-
na [6, 7] U ¢ UHPEKUMOHHbIMM 3aboneBaHMAMU, BKIOYad
cuodununc n tyéepkynes [12, 15, 18]. 3emcTBO Aano ob6Lmnp-
HYlO NeanMaTpUYEecKyto NpaKTuKy. AMutpuin EropoBuy Habto-
[an 3a JeTbMW OTAeneHus ansa noaxkuabien Ha 50 Koek
B BO3rnaBnseMon uMm CMONIEHCKOW ry6epHCKOM 60/bHULE,
B Acnsax EnnsaBeTMHCKOro 61aroTBOpPUTENBHOIO 06LLecTBa
B boropofcKe, B 3eMCKUX yunnuiuax u wrkonax. OH opraHm3o-
BaN BaKUMHALMIO OETEN U CaHUTAPHbIM HAA30p 3a AETCKUMU
yypexaeHmamu [2, 6, 13].

O6palas BHMMaHWe Ha BbICOKyto (6onee 50%) AeTCKyto
CMEpPTHOCTb Cpeamn KpecTbsiHCKOro Hacenenus, [.E. fopoxos
cyuTan HeobXoAUMbIM pPa3BUTUE LUMPOKOW CETU AETCKMUX
yYpeXKAEHNS B 3€MCTBE: AHEBHbIX U KPYINIOCYTOYHbIX fCen,
NPUIOTOB ANS AeTei pas3HbiXx BO3PacToB, AETCKMX CagoB
M y4ebHbIX 3aBedeHWr, B TOM 4YUCE «NPUCNOCOBNEHHbIX
K BOCMUTaHWIO aeten cnabbix, 60nbHbix» [13]. B gene opra-
HM3aLUWMKU Fcnen M NpUITOB OH nosaran uenecoobpasHbiM
06beMHEHNE YCUTI 3EMCKUX Ne4eBHUL, ¢ 6N1aroTBOPUTENb-
HbIMW 0OLWECTBAMM KaK pagu maTepuanbHOro obecnevyeHuns
UX OeSTeNbHOCTU, TaK ANa TOro «4Tobbl KynbTypHas paboTa
O6LLECTBEHHbIX Y4pPEKAEHUN (3EMCKUX U TOPOACKMKX) U Bna-
rOTBOPUTENbHbBIX O6LLECTB Wa pyKa 06 pyKy» [13]. AMUTpum
EropoBuy cuntan obs3aTtenbHOM paboTy AETCKUX ydperkae-
HWUM «N0M4 HEeNnocpeacTBEHHbIM HabnogeHnem Bpaden» [13].
Kpome Toro, OH BbICTyNas 3a TECHYIO CBSI3b YYPEXAEHUM AN
BOCMUTAHUSA C NIeHEOHbIMU YYPEXAEHUAMU — «Oabbl 6bI10
611M3Koe B3anMMOAENCTBUE MEXAY YYPEXOAEHUAMU, CNOCOOB-

CTBYIOLLMMW MPaBUIbHOMY Pa3BUTUIO AETCKOrO OpraHuama,
M YYPEKAEHUSMW NleYallMMK, YCTPaHSIOWMMKU YKIOHEHUS
B 300poBbe» [13]. Takum o6pas3om, goKTop [opoxoB Npeasu-
[Oen OpraHM3aLnio COBPEMEHHOM NeanaTPUYEeCcKomn CyKobl.

Mpu3HaHMem opraHuM3aTopcKux 3acnyr Omutpusa Ero-
poBMYa SBASETCH ero u3bpaHue B 3EMCKWE PYKOBOAS-
lwme opraHbl. OH CnyKun B PEBM3MOHHOM Komuccum Cmo-
neHckoro ly6epHckoro 3emckoro CobpaHusl, cekpeTapem
[OMWTPOBCKOro ye3gHoro caHWTapHOro CoBeTa, a 3aTeM
4yneHoM MOCKOBCKOro ry6epHCKOro 3eMCKOro caHuTapHoro
coBeTa oT [IMUTpoBCKoro yesaa [2, 4, 8].

bnectauwmm 3aBeplueHmeM cnyx6ol [.E. [opoxoBa B 3eM-
CcTBe cTana 3awuTta B 1898 rogy B BoeHHO-MeaULIMHCKOM
akagemuu CaHkT-leTepbypra gucceprauunm Ha CTeneHb A0K-
TOpa MeAULMHbI. YY4eHbIN € «HyBCTBOM [TyGOKOr0 YBarKEHUs»
NOCBATMN CBOW Tpya 3eMcTBY MoOCKOBCKoOM ry6epHun [4].
B pa6ote «<Matepuanbl K BONPOCY 3KCTUPNaLMmM MaTK1 U Npu-
[aTKoB per vaginam npv NpUMEHEHUN NMUHLETOB a demeure»
6bIIM NPOaHaNM3NPOBaHbI CNOCOGbI BbINOAHEHNS ONepaLmm
C Ha/llOEeHWEM Ha cocyabl U Mocneaylowmnm AnUTeNbHbIM
OCTaB/NIEHWEM B paHe C LeNnblo remMocTasa cneuunanbHbIX
NUHLETOB. [laHHbI MeToA NO3BOSAA COKPaTUTL Bpems one-
paTMBHOroO BMellaTeNbCTBa U M36€exaTb MaCCUBHOW Kpo-
BOMOTEPU MPU HANOXKEHMU WAU COCKanb3blBaHUKU fMratyp,
HO ero NMpuMMeHeHWe Bbi3blBano TPYAHOCTM B nocneonepa-
LMOHHOM BefeHuMn 6O0NbHbIX. B HacTosllee Bpems TaKowm
cnoco6 npoBefeHWs onepaumin NPaKTUYEeCKM MpeKpalleH.
LleHHOCTb MccnegoBaHMs AOKTOpa [opoxoBa 3akivaercd
B paclMpeHnn cnocob0B BbINOSHEHNS KaK LMPOKO pacnpo-
CTPaHEHHOM B TMHEKONOrMYECKOM MpPaKTUKE 3KCTUpnauuu
MaTKK, TaK W ApYyrMx onepatmBHbIX BMeLlaTeNbCTB C nepe-
BAIBKOW COCYAOB, B TOM 4ucne y geten. Amutpuin Eroposuy
cnpaBeanuBo CYMUTas, YTO HU TPAAULMOHHbIN IUFaTypPHbIN, HY
NMUHLIETHBIN cNOocobbl reMocTa3a caMu no cebe He obnagatoT
abCoNMOTHBIMK MPEeUMyLLLeCTBAMK UM HegocTaTKaMu. Ho
«KaXKabln cnocob ¢ nuHUeTaMmn a demeure 6biBaeT He3ame-
HUM B HEKOTOPbIX CAlyHasiX UK JaKe B HEKOTOPbIX MOMEHTaX
onepaumu...» [4]. 0606wWas CBOM ONbIT, OH NPULLEN K BbIBOAY,
YTO «KaXKablM onepaTuBHbIM Cly4yan Npu BbIGOpe MeToaa orne-
paLMKn HYXHO CTPOro MHANBKAYaNM3npoBatb» [4].

O CcBOEM CNy)XeHUK B 3eMCTBE AOKTOp [0OpOX0OB OCTaBun
6narogapHyto namaTtb. B 1896 rogy 3emckoe cobpaHue no
xogatanctBy CaHUTapHOro coBeTa «3a 3acinyrn OAMutpus
EropoBuya nepen HaceneHnem yesaa v nepeg AMUTPOBCKUM
3eMCTBOM» MOMECTMNO ero nopTpeT B [AMWUTPOBCKON 3eM-
CKOM 60/bHULIE, KOTOPOW OH B Te4yeHue 7 neT 3aBefoBall.
A boropoackoe 3eMCTBO, rAe OH CAyun Ao 15 okTa6ps
1900 roga, B nuue cBoero cobpaHus Gnarogapuno Bpada
3a «Bblgalowylocs AedtenbHocTb» [2]. M cenvac nopTper
[.E. TopoxoBa 3aHMMaET NOYETHOE MECTO B [MUTPOBCKOM
061acTHOM 60bHULE.

B 1900 roagy [A.E. TopoxoB 6bl1 M36paH AENUCTBUTENb-
HbIM Y1eHOM AKYLLIEPCKO-TMHEKONOMMYEeCKOro obuiecTsa npu
Mmnepatopckom MOCKOBCKOM YHUBEPCUTETE U B OKTA6pe
TOro e roga noayy4nn JOMKHOCTb CTapllero Bpadva xupyp-
rmyeckoro otaeneHms MocKoBcKon CoduMCKoM AeTCKOoWm
60nbHULbI [2]. MepeexaB B cTonuuy, AmuTtpuin EropoBuy npo-
[ONXKUA CBOE CNYXEHMEe 3eMCTBY U NMPOBMHLIMK, TaK KaK 3Ta
nepBas B MocKBe aeTcKas 60nbHULA NpuHaaiexana 6na-
rotBoputenbHoMy BegomcTtBy yuperkaeHnin Umnepatpuupbl
Mapuu. 3gecb ne4nnncb AeTn U3 pasHbiX rybepHun, B TOM
yucne NUToMLbI AeTCKUX nputoToB BegomcTtea. A B 1905 roay
[.E. TopoxoB 6bln1 YTBEPKAEH AMPEKTOPOM W MaBHbIM [AOKTO-
POM 60MIbHMLbI, CTaB AOCTOMHBIM MPEEMHUKOM TPYAMBLUMXCS
B Hen Bblaatowmxca pycckmx negmatpoB A.C. KpoHeHbepra,
J1.C. BbicoTtckoro, H.A. Tonbckoro, E.A. TTOKpOBCKOro u ero
y4yeHuKa H.®. dunatoBa, H.B. d6nokosa [2, 15, 19]. AMuT-



pun EropoBuy cnyxun B CodUNCKOM B60NbHULIE B TeYeHue
21 roga [2, 3]. Noa ero pyKoBOACTBOM BEKTOP pPa3BUTUSA
yypexaeHus 6bll OKOHYaTeNbHO HampaB/ieH Ha OKalaHwue,
roBOpPSi COBPEMEHHLIM $3bIKOM, BbICOKOTEXHONOTMYHON
cneunannM3npoBaHHOM MeAWUMHCKOM nomolM. bonbHuua
mmena 50 xupypruyeckmx n 50 TepaneBTUHECKUX KOEK, U3
HMx 10 cneumanbHO NpegHa3HavYanucb ANs rpyaHbIX ageTen
C MaTepsaMu unu kopmunuuamu (puc. 2) [20]. NMpuHumanucb
[etn 0o 12 net — KaK 415 N1aHOBOro fieYeHus, Tak U B 9KC-
TPEHHOM MOPSiAKE, B TOM Yuche npu TpaBMax M oTpasne-
Huax. Codunckaa 60nbHULIA pacronarana pPeHTreHOBCKUM
annapaToMm, 34ecb MNPOBOAWIUCH 330(aroCKONMUs, MMK-
pobuonorndyeckme 1M MopdonorMyeckne UuccnegoBaHus.
C BCTyn/ieHMeM B AOMKHOCTb pyKoBoAMTENS AOKTOp [opoxoB
BBE/l B MPaKTUKY Ny6anMKauuto ny6anyHbIX OTHETOB O Aesi-
TENbHOCTU YYPEXAEHMS, KOTopble coaepyKanu noapobHble
CBEAEHMS O HOBbIX METofaXx NeyYeHus AeTen u ABASIUCh
WCTOYHWMKOM nepeaoBoro onbita [15, 18, 19].

Henpexoasuyo aktyanbHocTb umetoT Tpyabl O.E. Topo-
XOBa, MOCBSILLEHHbIE aNMNeHAUUMTY — Beaywen npuynHe
neputoHuTa y ageten. Amutpun EropoBuy yKasbiBan, 4TO
«Bce GOpMbl anmneHanuMToB», B TOM YUC/E «KaTapaibHas»,
4acTo Ha3blBaeMasi B Hadane XX BeKa «TepaneBTUYECKUM
anneHanuMTOM», «4OSIKHbI NOANEXaTb XUPYpPruyeckomy
HabnaeHNIO, @ GONbLIMHCTBO M3 HUX U XUPYPrMYECKOMY
neyeHuto» [16]. Onupasicb Ha KIMHUYECKWUIA OMbIT U AaHHbIE
MOP®OSIOrMYECKMX UCCNeaoBaHUM, OH 3aKOYNUI, YTO «Kax-
Obl NINIWHWA OeHb NPOMEASIEHUS B OnepaTMBHOM MOMOLLM
CKa3blBaeTCcs rpomagHbiM yuwepbom Ans cua opraHuama
BC/NEeACTBME OrPOMHOM CyMMbl MOCTYM/JEHUS B OPraHuM3m
TOKCHUHOB...» [16]. Jarke npu NporHOCTUYECKN Hebnaronpu-
ATHOM OC/IOXHEHUN 3a60neBaHNsA Pa3NnUTbIM NEPUTOHUTOM,
KOraa «OnycKatoTCs PYKW XMPYpros», TO U Toraa, N0 MHEHUIO
Omutpunsa EropoBuya, «XMpyprusi He AomKHa 6e34enCTBO-
BaTb» [16]. Oco6oe BHMMaHWE Bpay yaenun BO3PaCTHbIM
OCOGEHHOCTSAIM anneHguumMTa y aetew, yKasblBas, 4T0O y HUX
«BCErfAa HY)XHO CnewuTb ¢ onepalmen, Tak Kak y HUX nepwm-
TOHUT OBHapyKMBaET OOJIblUYID HAKIOHHOCTb K OGbICTPOMY
pacnpocTpaHeHuto» [16]. UMeHHO TaKon Noaxod K BeAeHUIo
nauueHToB ¢ anneHanuUMToOM cenyac 6e3anbTepHaTUBEH.

B pa6otax goktopa [opoxoBa 4eTKO npocmartpuBatoTcs
COBpPEMEHHble MOAXOAbl K fleyeHunto. AHannaunpysa pesynbra-
Tbl Onepaunn npu capkome y pebeHka, Amutpuin Eroposuy,
oTMeYasi Cepbe3HOCTb MPOrHO3a U BbICOKYID BEPOSTHOCTb
MeTacTa3upoBaHUs W peunanBa OMyxonau, Hagesncs, 4To
«KYNbTYPHbIA YPOBEHb HaceneHus NMOAHUMETCS» U «HaYyHyT
npuéeratb NpuM 3/10Ka4YE€CTBEHHbIX HOBOOOGPA30BaHUSX...
K KOPPEKTHOMY NE€YEHMUI0 BO3MOXKHO paHblUe...», TaK KaK
«TOYHO OMpeAenunTb HaMYHOCTb MEPEHOCOB NPU CapKoMmax,
B 0COGEHHOCTM NepBOe MOSIBAEHWE WX, MPWU HACTOSALWMX
HaWWX 3HaHWUSAX MOKa HeBO3MOXHO» [17]. B Codunckon
60/IbHULLE MPOBOAMNOCH MUKPOOBMOSIOrMYECcKoe Muccneao-
BaHMEe OMepauMoOHHOro Martepuana M OTAeNsdemMoro pad
C onpeaeneHnem 4YyBCTBMTENbHOCTM K aHTUCEMTUYECKUM
cpeacrteaM. o mHeHuto [.E. fopoxoBa, B Takux uccnegoBa-
HUAX 6bI10 «<Masio NPaKTUYEeCKOro nHTepeca», HO OHKM 06penu
CBOI 3HAYMMOCTb NPU BBEAEHUU B KIIMHUYECKYIO MPaKTUKY
aHTMbunoTmkos [18].

B ctaumoHape 6binn pazpaboTtaHbl METOAMKK Npedone-
pPaLMOHHOM MNOArOTOBKM U XIOPODOPMHOI0 HapKo3a y AeTen,
YTO MO3BOMIO CHU3WUTb YacTOTy ONEepaLMOHHON feTanbHO-
CTU U OCNOXXHeHuN [15].

B npaktuky Codurckom 60nbHULbI JOKTOPOM [OpOX0OBbIM
Obliv BBEAEHbl XMPYPruyeckoe nevyeHue LepebpanbHbiX
W CMUHHOMO3rOBbIX IPbIXK, AETCKOro LepebpanbHOro napa-
NIn4a, BPOXKAEHHbIX MOPOKOB Pa3BWUTUS aHOreHWTanbHOWM
06/1aCTM M MOYEBbLIBOAALLMX MYyTEW, HOBble CNOCO6bLI KOp-

Puc. 2. NaymneHTbl CoduincKkom aeTcKom 60bHULbI Ha NPorynke
B 60/IbHUYHOM Napke

Fig. 2. Patients of the Sofia Children’s Hospital on a walk in the
hospital park

McToyHumk: Topoxos A.E., 1912 [20].
Source: Gorokhov D.E., 1912 [20].

pPEeKUMM KOCTHO-CYCTaBHbIX MOpaKeHWn npu Tybepkynese,
PEKOHCTPYKTUBHO-MACTUYECKME OMnepaLnn, B TOM 4ucne
LA M KMUCTW, NOcneonepaLmoHHoe nevyeHne n peabunurta-
LUMs ¢ MCnonb30BaHWEM mMaccarka, 6anbHeo- 1 puanoTepa-
nuun [15]. CoxpaHunacb anckyccusa [.E. lopoxoBa ¢ n3BecT-
HbiM akywepowm [.J1. TpayapmaHOM O BefeHMM POLOB Mpwu
rugpouedanum nnoga. Amutpun EropoBuy aprymeHTupo-
BaHHO BO3pa3w/ OMMOHEHTY, CYMTABLUEMY KpPaHUOKIA3MIo
HEen36exXHOoW. YKa3dblBas Ha BO3MOXHOCTb OKa3aHWUs XMpyp-
rMYecKon nomolm pebeHKy npu rugpouedanuu, oH npes-
NIOXWN NPOBECTU B poAax MPOKOA rO/I0BKK € nocneayowmnm
aKyLIEepPCKMM MOBOPOTOM AJ11 COXPAHEHMUS KU3HU MAageH-
ua [21]. A.E. TopoxoB NONOXMA Havyano npeHatanbHON Kypa-
UMM — MEepCneKTMBHOMY HanpaBieHWio, pa3BMBaeMoMy
B 60bHULE nMeHn H.d. dunaTtoBa [22].

Mpv3HaBas paBHY 3HAYMMOCTb KOHCEPBATUBHbIX M Ore-
paTUBHbIX METOAOB B NeveHnn, Amutpun Eroposuy cumtan,
4YTO OHM «AO/MKHbI AONOMHATL APYr Apyra, a He CrnopuTb
Mexay coboto» [18]. MHormne noctynaswime B COPUICKYIO
6ONbHULY OEeTV Nepej onepaunen HyxKaanucb B KOHCepBa-
TUBHOM fle4eHnKn. 3aecb NpoBoAMNach LeneHanpaBieHHas
60pbba C 3aHOCOM WM pacrnpocTpaHEHUEM AETCKUX MHOEK-
umn. O.E. TopoxoB paspaboTan MHAUBMAYaNbHbIM NOPSAOK
Ha3Ha4yeHUs NuTaHusa nauueHTam. OcnabneHHbIM U nepe-
HEeCLWUM onepaluu AeTAM Ha3HavanoCb MUTAHWE C MOBbI-
LEHHbIM coaepxKaHMeM 6enka [15, 19].

[.E. TopoxoB ycnewHo co4yeTtan MeAULMHCKYIO MPaKTUKY
C HayyHOW, neparorM4eckom u OO6LWECTBEHHOW AesATesb-
HocTblo. B 1901 roay oH 6bin M36paH NpuBaT-AOLEHTOM
Kadeapbl aKylepcTBa M XeHCKMX 6o/1e3Hen MOCKOBCKOIo
yHuBepcuteta, a B 1902 rogy — v Kadenpbl KIMHUYECKON
XMPYPruun. BbiCOKasi KOMMETEHTHOCTb M Pa3HOCTOPOHHWE
MHTEPECHl NO3BONANM BPayy COCTOSATb B 9 MOCKOBCKMX Hayy-
HbIX KJIMHWYECKMX O6LLECTBAX M, KOHEYHO, B MOCKOBCKOM
obLlecTBe AeTCKUX Bpayen [2, 3].

OmnTpuin EropoBuY NpUHUMan akTMBHOE y4YacTue B opra-
HU3aLMK M NpoBeaeHUN BpayebHbIX Cbe3a0B, rae ero onbIT
W WAEWU CTAHOBWIUCH JOCTOSIHMEM LUMPOKOrO Kpyra crneum-
annctoB. Ha coctoaBliemcs B KoHue 1903 roga B CaHKT-
Metepbypre IV cbe3ne POCCUUCKUX XMPYProB OH BbICTYMW
C AoKnagom «byropyaTka KOCTeM v cycTaBoB Yy AeTenr. B To
BpeMs Ty6epKyne3 KOCTeN M CyCTaBOB HEPEeAKO NMPUBOAMUN
K MHBanuausauuu. Joktop [opoxoB cuMTan Heuenecoobpas-
HbIM JIe4YEHWNE MALUEHTOB C «<XMPYPIrMYECKUM TY6EPKyIe30M»
B 0Obl4HbIX 60/IbHULAX, HacTaMBas Ha WX 06s3aTeflbHOM
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oblleyKpennsiiowemMm U KypopTHoM sedeHun [18]. OH 6bin
y6exKaeH, 4YTO LWKMPOKOE pacrnpocTpaHeHue 3abosieBaHuA
M ero BecOMbl BKNaj B AETCKYlD CMEPTHOCTb «06S3yH0T
K 3HEPrmMyHOMY y4acTuio B Aene U3bICKaHMS BCECTOPOHHMX
CpeAacTB, O6LLECTBEHHbIX U FOCYAapCTBEHHbIX, B OpraHu3a-
UMM nnaHomepHon 6opbbbl ¢ 6yropyaTtkoto» [18]. Ha nocne-
[lOBaBLUEM cpa3sy e Mnocne cbesfa POCCUMCKUX XMPYProB
IX TnporoBcKom cbe3ae Bpayen no npeanoxeHuno JMutpus
EropoBunya 66110 NpU3HaAHO HEOGXOAMMbIM CO3BaTb BCEPOC-
CUNCKME Ccbesabl Mo Tybepkynedy n no 6opbbe c AETCKOM
CMepPTHOCTbIO. OgHAKO MO MOJUTUYECKUM MPUYMHAM OHU He
cocTosnncb [23, 24].

Ha X MNuporosckom cbesae (1907) no nHuumnatmee BO3-
rnaBnsieMon aoKtopom [opoxoBbiM Komuccum no Bonpocy
0 60pbbe C AETCKOM CMePTHOCTbIO nNpu O6LWEecTBE PYCCKMX
Bpayen B MoCKBe B MNepBblM U €AUWHCTBEHHbLIM pa3 6Gbina
CcO3BaHa ceKLms rno 6opbbe € AETCKOM CMEPTHOCTLIO [23, 24].
BbibpaHHbIM ee npeacepaTtenem, .E. [opoxoB BbICTynun
¢ pgoknagom «O peructpauum 601e3HEHHOCTU U CMEPTHOCTHU
neten». AHanM3 perncTpaLmnoHHbIX KapT MOr OKasaTb Ccylle-
CTBEHHYIO MOMOLLb B OpraHvM3aLunn MeponpusaTUii No oxpaHe
netctBa. Amutpun Eroposuy npeactasun obpaszel, «KapTbl
N5 KOHCYNbTaLMI MO BCKapMMBaHMIO M yXO4y 3a rpyAHbIMU
OEeTbMW», O4EHb BIM3KOM K COBPEMEHHOM UCTOPUN PaA3BUTUSA
pebeHKa [23-25].

Bpay oco3HaBan, 4To 4/ NPeoaosieHUss BbICOKOW AeT-
CKOM CMEPTHOCTM KaK «rpoMaAHOro OO6LLECTBEHHOro 3na»
HeobxoaMMo «0ObeAMHEHME BCEX TBOPYECKMX CUA CcTpa-
Hbl» [23]. A.E. TopoxoB cuyuTan, 4to ero cnegyeTt ocylie-
CTBUTb noj armaon lMuporoBckoro asuxkeHus. OH paboTtan
B Komutete no yctponctey oma mmenHun H.U. MNuporosa
B MocKBe, rge niaHMpoBanocb OTKPbITb «My3er MO BOCMMK-
TaHWUIO U TUTUEHE JeTeN B Lensax 60pbbbl C AETCKOM CMepT-
HOCTbto» [24]. OQHAKO 3TOT NMPOEKT He 6bl1 peann3oBaH.

MoctosaHHas Komucens no Bonpocy o 6opbbe ¢ AETCKON
cMepTHOCTbIO npu O6LliecTBe pycCKux Bpadvern B MockBse
cTana sgapomMm obpasoBaHHoro B 1909 rogy MOCKOBCKOro
obliectBa 60pb6bl C AETCKOW CMEPTHOCTbIO. M Komuccuio,
n O6uwecTtBo nepsbiM Bo3rnasun [.E. [opoxos, a ero cynpyra
Nnana CepreeBHa cTana nx cekpetapem [23, 25].

Ha nneun Omutpus EropoBuya nernu Tpyabl no opra-
HM3aumn mosnogoro O6uwectBa, o6beaUHUBLUErO, MOMUMO
MeIMKOB, Nneagaroros, NpeanpuHUMaTtenen, npeacraButenem
apucToKpaTum U ayxoseHcTBa. Amutpuin Eroposuny 0603Ha-
YW OCHOBHblE HaMpaBlEHUS MPUIOKEHUS OOLLECTBEHHbIX
cun no 6opbbe ¢ 4ETCKON CMEPTHOCTLIO, Npobaema KOTopon
B MocKBe cTosi1a 04eHb 0CTpo. Beab B Havane XX BeKa B CTO-
nnue ymmpan Kaxkabli TpeTUi pebeHoK Maajlle roga, a Kax-
Obli BTOPOM He [AOXMBan A0 NATUNETHero Bo3pacta [25].
OCHOBHbIMX HanpaB/EHUAMM MO OXpaHe MoApacTatoLlLero
NMOKONIeHUs LOKTOP TOPOXOB CYMTaN LUMPOKOE NPOCBELLEHUE
HaceneHuns, oxpaHy 3[40pOoBbsi BGepeMeHHbIX, obecrnevyeHne
KBannounumMpoBaHHON NOMOLM B podax, OpraHM3aLmio ceTm
yyYpeXAEHUN ANs rPyAHbIX AeTern No yxo4y U BCKapMIMBaHMIo,
CHabXeHWe MnageHueB A0OPOKa4YeCTBEHHbIMU 3aMeHuTe-
NFIMK TPYAHOTO MOJIOKA, BHEAPEHWe B LWKOMax 0340pOBU-
TeNbHbIX MEPONPUATUIA, AOMOMHUTENBHOIO MUTAHWS W MPO-
PUNaKTUYeCKMX BpadebHbIx ocmoTpoB [20, 25].

Mopa pykosoacteoMm [.E. fopoxoBa u ero cynpyru B Moc-
KOBCKOM 06L1ectBe 60pb6bl C AETCKOM CMEPTHOCTbIO BblNa
Hana)keHa paboTa LWKONbHOW KOMWCCUM W OpraHuM3oBa-
Ha 3aropogHas «KONOHUS» ANS NETHEro oTabixa ocnabneH-
HbIX OeTen. [lencTBoBana OTAe/bHAsg NEKUMOHHas KoMWC-
cua. M xoTa nnaTHble NeKUuMn He Noab3oBanucb 60MblUMM
yCnexoMm, Ux uagaHue coxpaHwiao ansa Hac Tekctol [LH. Cne-
paHckoro, [.E. TopoxoBa, IJ1. [payapmaHa u apyrux Bblgato-
LMxcs Bpayen [25].

Omutpun Eroposuy 1 Jinans CepreeBHa ¢ OCTOPOXKHOCTbIO
OTHOCUIIUCb K OTKPbITUIO O6LWECTBOM KOHCY/bTaLMK NO yxoay
M BCKapMnMBaHuio. OHM CYMTanU YCTPOMCTBO KOHCYNbTaLuim
B MoCKBe NpexXaeBpeMeHHbIM U3-3a OrpaHUYEeHHOCTU CPEaCcTB
M KyNbTYPHOW OTCTasoCTW HaceneHus. [MaBHbIMKM 3ajavyamu
opraHusauuu cynpyru fopoxoBbl B TOT MEPUOA BMAENN MPO-
CBETUTENbCKYID AEATENbHOCTb, YCTPOMCTBO NIETHUX AETCKMX
«KONMOHUM» U DUBKYNBTYPHO-030POBUTENbHbLIX Naowanok. Ho
ycnewHas AedaTeNbHOCTb KOHCyNbTauMi Ans MnageHueB npu
poaunbHbIX AoMax MOCKBbI onpoBeprana 3TM npeacraBie-
Hua. B Havane 1911 roga u3-3a pa3Hornacuin no Bonpocam
KOHCynbTaumM MOCKOBCKOe 006uecTBO 60pbObl C AETCKOWM
CMEPTHOCTbIO CTOSSI0 Ha nopore pacKkona. B atux o6cTos-
TenbctBax [.E. lopoxoB oTowen oT pykoBoacTBa O6LWwecTBOM.
M36paHHble B CoBeT O6uiectBa neanatpbl LH. CnepaHckui,
H.®. AnbtrayseH, akywepsbl ILJ1. payapmaH 1 U.K. KOpacoBcKui
COXpPaHWIN B ero AeATeNbHOCTV pa3BUTHE NMOMOLUM AETAM KaK
paHHero, Tak 1 6onee cTaplnx Bo3pactos [25].

Bo BTOpOM pgecatunetnn XX BeKa NPUOPUTETHLIM Hamnpas-
neHnem obuiectBeHHon aesTtenbHoctu [.E. [opoxoBa cTana
OxpaHa 340poBbs yvalmxcd. Kak npeacegatens Komuccuum
06LLECTBEHHOIO 34paBus 1 YneH KoMUCCUM 0 NOMb3aXx U HYX-
nax obuiectBeHHbIx fopoackon Aymbl, AmuTpui EroposBuy
3aM0XMN OCHOBbI LLKOMbHON MeAULMHbI B FOPOACKMX 06pa-
30BaTe/lbHbIX yypexaeHuax [3, 26, 27]. B MockBe nocTo-
SIHHO paboTana KoMeruMs Y4YunuuliHblx Bpadven. B 1911-
1912 rogax nog nx HabnogeHMem Haxoaunocb 331 y4ebHoe
3aBegeHne ¢ 59 908 yyauwmmucs [26]. [ToMMMO perynsipHbix
«MOrOMIOBHbIX» U AOMNOIHUTENbHbIX OCMOTPOB AEeTeN ¢ nabo-
paTopHbIM UCCNeLOBaAHNEM KPOBM, Bpayu NPoOBOAMIN OCMO-
NpMBUBAHWE U KOHTPOIMpoBanun ero adpdeKTUBHOCTb. [pun
3aboneBaHuax ras, nonoctu pta 1 JIOP-opraHoB yyawmecs
HanpaBASAUCb Ha NeYeHne BpadaMu-crneLmnannuctTamm B ogHy
M3 NATU FOPOACKMUX LLIKONbHbIX ambynatopun [27]. Ha ocHo-
BaHWW AaHHbIX OCMOTPOB Bpayu C MOMOLLbO NeJaroros npo-
BOAMAM OTOOP KaHAMAATOB B 3aropofHble NETHUE «KONIOHWUM».
Ho ropoackue v 6naroTBOpUTENIbHBIE CPEACTBA NO3BONSAIN
OpraHnM30BaTb TaKoW OTAbIX MULWb HEMHOTMM U3 HYXKAAIOLLLMX-
cq geten (okono 2% (1100 yenosek) n3 16% (3847 4enoBekK)
B 1910 roay) [26]. Moatomy AmuTtpuin EropoBuy BbICTynan
3a pa3BUTME 0340POBUTENbHbLIX TEXHOOrMK, He Tpebyto-
LMX BbICOKMX 3aTpaT. K HUM OTHOCMAMCb NOCMEHHbIe OAHO-
[HEBHble 0340POBMUTENbHbIE Bbl€3Abl — «MOMYKONOHUM»,
3KCKYpPCHU, PUBKYNbTYPHbIE MAOWAAKU C MUTAHUEM, KaTKH,
[LOMNOSIHUTENbHOE MUTAHWE ANS HYXKAAKLWMXCH WKONbHUKOB
[26, 28]. PeweHnto 3agay oxpaHbl 340pOBbS nogpacTato-
WEero MOKONEHUS aKTMBHO mnomoran 61aroTBOPUTENbHbIN
Coto3 nonevyeHuns o6 ydawmxcs getax. B 1914-1915 rogax
Coto3 pacnonaran 20 «KOMOHUSMU» U «MOIYKOSIOHUSMU»
ona 1043 peten, 13 nnowagkamun ansa urp, 14 cTtonoBbi-
MKW anga 1797 pgeten, 14 «ovyaramu» ons AOWKONbHUMKOB Ha
430 mecT, 12 6ubanoTekaMu-4yuTanbHaMu n 31 Kiybom.
Omutpun Eroposuy Boadrnaensn Komuccuio no ¢pusanyeckomy
BOCNUTaHUIO Bxoauswero B Coto3 MNpecHeHCKoro obuiecTea
nornevyeHuns o6 yyawmxcs getax. B 1915 rogy ato O6uwecTso,
OxXBaTMBLLEE MOMOLLbIO yyalmxes 26 wkon lNpecHu, obec-
neynno 127 HyKaawolWMUxcs AeTern NEeTHUM 3aropodHbiM
otabixoM, 115 — 0340poBUTENbHLIMU Bble3gamMu, CBbILLE
1000 peten — aKCKypcHaMK U nporynkamu [28].

Benuka 3acnyra [.E. [opoxoBa B opraHm3dauunu nutaHus
B WKonax MockBbl [26, 28]. [1o AgaHHbIM aHKETHOro onpoca
KONINErnn yYnnuilHbIX Bpaven, npu nogaeprkke opoacKom
ynpasbl B 1913-1914 y4e6HOM rogy B LIKOMax 3aBTpaKanu
80,3% 13 53 032 yyalwmxcs, npuyem nonoBmMHa U3 HUX NOny-
Yyana nuTaHue 6ecnnatHo. K Havany 1914 roga B 329 (97%)
yyunauwax oTnyCKanWChb «yNy4ylleHHble» ropsyne 3aBTpaKM,
BK/IlOYABLUME WUMPOKKIM aCcCOPTUMEHT 6ntog [27].



Kak Bpay u y4yeHbit, O.E. TopoxoB obnagan He3aBUCHU-
MOCTbIO CY)KAEHWMN, faxe eclu ero MHEeHWe OTAMYanochb
OT nosuuun 6onblumMHcTBa. OH nonaran LenecoobpasHbiM
Hapsay C poagoOMaMu COXpaHeHWe MNPaKTUKKM LOMallHMX
pogoB [29]. AmuTpui EropoBMY KPUTUYECKWM OTHOCHSICSH
K OTAENEHWIO JeTer OT POAWMbHUL, B POLOBCNOMOraTesbHbIX
YYPEXKAEHUAX, NOAAEPKMBAS COBMECTHOE NpebbiBaHWe maTe-
pu 1 HoBOpoOXAeHHOro. OH cyuTan, 4To yxod 3a pebeHKOM
nocne PoXAEHUs UCKIOYUTENBHO NEPCOHANOM NpUAAET eMy
«pabpnyHbIN (MaccoBbIM) XapaKTep», a MaTb «CaMbIiM GaKTOM
pazobueHnsa <...> mopanbHo YyrHetaetcs» [30]. [oKTop
[opoxoB cnpaBeA/MBO yKasblBan Ha HEOOBXOAUMMOCTb WMHAM-
BUAyann3aunmn pexnmma BCKapMINBaHUS U HEBO3MOXHOCTb
nepekopmMa B NepBble AHM }KU3HW MPU YacTOM NpuKIaabiBa-
HUK MnageHua K rpyam [30]. OH He 0ao6pan GUSKYNLTYPHbIE
3aHATUS WKObHUKOB B MOMELLEHHUSX, TaK KaK AOCTaTOYHble
no naowaaun CnopTUBHbIE 3asbl B YHEOHbIX 3aBEAEHMSAX OTCYT-
ctBoBanu [28]. MHorune npegnoxenusa [.E. TopoxoBa 6binun
peann3oBaHbl Ha NPaKTUKE CMyCTs AECATUNETHUS.

B Taxkenble roabl peBOMOLMOHHbBIX noTpsiceHun [.E. To-
poxoB ocTancs Bo rnaBe Codunckom 60nbHULbI. Kak 1 B AHK
[eKabpbCKOro BOOPYXEHHOro BoccTaHnsa B 1905 roay,
B roAbl [lepBoi MMPOBON BOWHbI 60/IbHULLA MPUHSAA B CBOU
CTEHbl paHeHbix. B 1914-1917 ropgax 34ecb 6bin pas-
BEPHYT CONAaTCKUM nasapeT Ha 44 KOWKW, rae OMuTpun
EropoBuy 6e€3B03ME34HO TPYAMICHA B AOKHOCTU 3aBeay-
lowero 1 Bpada-xmpypra. Tpu 3a6acTtoBKM MaaALKX Cyxa-
wux B 1917 roagy npuBENM K OrpaHUYeHuto npuemMa geteu
B CTauMOHap, HO He OCTaHOBWAM ero paboTy. 1 aBrycta
1918 roga Coduinckaa 6onbHMLA Mepewna B BeaeHue
MockoBckoro CoseTa paboyunx aenyratoB, U M3-3a BbICO-
KoM BOCTPeBGOBAHHOCTU €e KOeYHbln GoHA Obln paclnpeH
BABoe. Bckope nocne OKTAGpbCKOM peBoaoLUKU OMUTPUi
EropoBuy 6bin1 yoocToeH 3BaHns npodeccopa MOCKOBCKOro
yHUBepcuteTa [19].
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CeppaeyHo-cocyancTtble 3a601eBaHUs IBASIOTCS OCHOBHOMN MPUYMHON MHBaMAN3aLUMN MU CMEPTHOCTH HaceseHUsl no BCemy
mupy. [NNoKka3atesb cepaeyHO-CcoCyaNCTON CMEPTHOCTU HEYKITOHHO PaCTEeT AaxKe Ha oHe MacluTabHbIX NPOoOGUIAKTUYECKMX
meponpusiTui. CaMbiM PacrnpoCcTPaHeHHbIM reHETUYECKM 06YC0BIEHHbIM HapylLleHUeM IMNUAHOro o06MeHa, KOTopoe Ciy-
JXUT OCHOBHOW MPUYNHON PasBUTHUS U MPOrpeccrpoBaHus 3abosieBaHuin CUCTEMbI KPOBOOBPaALLEHWS, ABISETCA ceMeinHas
runepxonecrepuHemusi. Bo Bcem mupe HacyuteiBaetcss 6,8—-8,5 MH feTei ¢ aToM NepBUYHOM AucaunuaeMmuen. PaHHss
(B AETCKOM BO3pacTe) AMarHoCcTuKa CeMeNHON rurnepxoiecTepuHeMmm BaxHa [/11 CBOEBPEMEHHOIo Hadasa JIUNUACHMKa-
foLjen Teparnun ¢ Lesiblo COKpalleHUs TEMIOB MPOrpPeCcCcMpoBaHns aTtepoCKIep03a U PUCKa KUIHEYrpoXKalLmnx cepaeyHo-
COCYANCTbIX COBLITUH. [1/151 MOBbILLEHUST 3QOEKTUBHOCTU ITUX MEPOMPUATUI B IKOHOMUYECKU PA3BUTbIX CTPaHax BHEAPSIOTCS
HOBbIE MPOrpaMMbl CKPUHWHIA, M3y4aloTCs HOBble GMOMapKepbl 601e3HM, pal3pabaTbiBaloTCs rMnoaunuaeMmn4ecKkme npe-
rnaparbl ¢ HOBbIMWU MeXaHM3MaMu rMnoaunuaeMUu4ecKoro 4enCTBuUS.

KniodeBbie cnoBa: jeTH, ceMenHas runepxonecTepmuHemMuss, imarHoCcTuKa, JMnornpoTenbl HU3KONU MAOTHOCTU, ANC/IMNNAE-
MMUS, NepcreKTUBHbIE HarpaBieHUs UccieoBaHuim
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Familial Hypercholesterolemia in Children.
The Current State of the Problem

Cardiovascular diseases are the leading cause of disability and mortality worldwide. Cardiovascular mortality rate is steadily increasing
despite the large-scale preventive measures. Familial hypercholesterolemia is the most common genetically determined disorder of lipid
metabolism as the major cause of blood circulatory system diseases development and progression. Worldwide, there are 6.8-8.5 million
children with this primary dyslipidemia. Early (in childhood) diagnosis of familial hypercholesterolemia is crucial for the timely initiation
of lipid-lowering therapy in order to reduce the atherosclerosis progression and the risk of life-threatening cardiovascular events. New
screening programs have been implemented, new biomarkers of the disease have been studied, and lipid-lowering drugs with new
mechanisms of hypolipidemic action have been developed to increase the efficacy of these activities in economically developed countries.
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Bonpocbl AMarHOCTUKKU U Ne4EeHUs CEMENHON rnepxonecTepuHemMun y aetei 6binn pacCMOTPEHbI HaMKW paHee B cneaytolimx pabotax: Caagbl-
koa [.M., TanumoBa J1.d. CemeinHasn runepxonectepuHemMus y AeTen: KNMHUYECKUE MPOSIBNEHUS, AMArHoCcTuKa, nedeHune // Poccuickui
BECTHUK nepuHatonorun u negmatpmmn. 2017. T. 62. N2 5. C. 119-123. doi: https://doi.org/10.21508/1027-4065-2017-62-5-119-123;
CapgpikoBa .M., lanumosa J1.®., CnactHukoBa E.C. OCO6EHHOCTH AMArHOCTUKM CEMENHOW runepxonectepuHemMun y geten // Meanatpu-
yecKasi papmakronorns. 2020. T. 17. N2 2. C. 124-128. doi: https://doi.org/10.15690/pf.v17i2.2098. B HacToswWweM 0630pe npeacTas-
NIeHbl HOBbIE AaHHbIE MO AUArHOCTUKE U IEHYEHWUIO CEMENHOM rMNepPXonecTepuHeMun y AeTen, pacCMOTPEHbI NEPCMNEKTUBHbIE HanpaBieHns
ncenefoBaHUM HacneACTBEHHOM AUCTUNUAEMUN.
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BBEJAEHUE

B coBpemeHHOM Mupe cepaevHo-cocyaucTole 3abone-
BaHuA (CC3) aBnsaoTca Hanbonee 4yactom NPUYMHOM CMEPTH
W MHBanuamM3auumm Hacenenus. o oueHkam BcemupHowm
opraHu3auun 34paBOOXPaHEHUs, KarKabl rog ot 6ones-
HEN CUCTEMbl KPOBOOOpALLEHUS yMWUpaloT OKoo 18 miH
yenoseK [1]. Mpnyem CMepTHOCTb OT 3TUX MPUYUH HEYKITOH-
HO pacTeT Aa)ke Ha GOHEe MHOrOYMCNEHHbIX NPOdUIAKTU-
YECKUX MepOonpusATUiA, HamnpaBfieHHbIX Ha 0340pPOBMEHUE
HaceneHus 1 ynyyleHne KayecTBa KM3HU naumeHToB [2, 3].
Ovcnunuaemunsa — Beaywasa npuynMHa pasBuTUS U Mporpec-
cupoBaHusa CC3 [4, 5]. N3BeCcTHO, Hanpumep, 4TO Kaxaoe
NoBbIWEHNE KOHLUEHTPaLUnn obLEero xonectepmHa B KpOBM
Ha 10% yBenunuyunsaeT puck passutua CC3 Ha 20-30% [6].
CymMapHbIn 3KOHOMMYecKMi ywep6 ot CC3, cBA3aHHbIX
C runepxonectepuHemuen, B Poccuimckon degepaumm oue-
HUBaeTcs NnpumepHo B 1,3 TpaH py6/en, YTo IKBMBANEHTHO
1,5% BBI [4].

Mo panHbiM NHANES (National Health and Nutrition
Examination Survey, CLUA), HapyweHue nUNuAHoOro obme-
Ha peructpupyetca y 20% noapocTKOB B Bo3pacte oT 12
no 19 net. Cpean OeTer C OXMMPEHMEM PACMPOCTPaAHEH-
HOCTb runepnunugemmn npesbiwaet 40% [7]. Pe3dynbrathbl
[OBYX KPYMHbIX MUCCNeaoBaHMM — MHoroueHTposoro PDAY
(Pathobiological Determinants of Atherosclerosis in Youth,
CLUA) [8] n npocneKTMBHOro KoroptHoro Bogalusa Heart
Study (CLLUA) [9] — npoaemoHCcTpupoBanu, 4To aTePOCKIEPO-
TUYECKMM MPOLLECC MOXKET HAYMHATBLCH Y)Ke B AETCKOM BO3-
pacTe. [1py 3TOM 6bIN0 YCTAHOBNEHO, YTO CTENEHb MOKPbITUS
NOBEPXHOCTU MHTUMbl aTEPOCKIEPOTUHECKUMWU NOPaKEHMS-
MW CBfi3aHa C MOBbIWEHHbIMWU KOHLIEHTpPaLMaMK 06LLero
X0necTepuHa, NUnonpoTenaoB HU3KoW nnotHocTu (JITHIM)
W TPUIMMLEPUAOB, a TaKKe ¢ 60/iee HU3KOM KOHLEeHTpaLnen
JIMNOMNPOTENAOB BbICOKOM naoTHocTH (JTTMBI) [9].

CEMEWHAS] TMNEPXOJIECTEPUHEMUS

CemelnHasa runepxonecrepuHeMmns — MoOHoreHHoe 3a6o-
fleBaHune U3 rpynnbl NePBUYHbLIX AUCTUNUAEMUIA, COMPOBOXK-
Jatouieecst NoBbIWEHHON KoHUeHTpauuwen JIMHI B nna3me
KPOBMW, PaHHWM Pa3BUTUEM aTEPOCKIIEPOTUHECKOTO Nopaxe-
HWS MarucTpasnbHbIX COCYAOB U BbICOKUM PUCKOM Pa3BUTUSA
CepAeyHo-cocyancTbliX 3aboneBaHni B MOJOLOM BoO3pac-
Te [10]. MpaKTM4yeckn y BCEX NaLMEHTOB C FOMO3UIrOTHOM
dopMoVt ceMenHOM rMNepxoieCTEPUHEMUN NPU OTCYTCTBUMU
MeAMKaMEeHTO3HON Tepanuu aTepoCcK/IeEpo3 pa3BMBaETCH
B Bo3pacTe A0 20 neT, a NPOLOIKUTENIbHOCTb XXU3HU COCTaB-
naet He 6onee 30 net [10].

Anuagemuonorus
CemelHasa rMnepxonecTtepuHeMuUs — camoe pacnpo-
CTpaHEHHOEe TreHeTMYeCKM O0O6YyCNOBNEHHOE HapyleHue

nunugHoro obmeHa [11]. CornacHo pesynsrtatam meTaaHa-
3a, BK/IOYaBLIEro AaHHble 11 MAH 4YenoBeK, pacnpo-
CTPaHEHHOCTb TeTepo3UroTHOM GOpPMbl CEMEWHOW runep-
XonectepMHeMun coctasnsetr 1 cnydyan Ha 313 4yenoBeK.
CemelHylo runepxonectepuHemuto guarHoctupytot B 10 pas
Yalwie y nogen ¢ mwemudeckon 6onesHbto cepaua (MBC),
B 20 pa3 valle — C npexaeBpeMeHHbIMU CEPAEYHO-COCY-
OWUCTbIMK COObITUAMM, B 23 pasa valle — Yy L, C Taxenon
runepxonectepuHemumen [12]. B 90% ctpaH mupa pacnpo-
CTPaHEHHOCTb CEMENHOW rMMNepxonecTepuHeMmm HeU3BeCT-
Ha [11, 12]. o fjaHHbIM Apyroro MeTaaHanusa, camas BbICO-
Kasi yacToTa CeMEeWHOM rMnepxonecTepuHemMmMnM OTMeYeHa
cpean TeMHOKOXMX (1 : 192), a MMHMManbHaa — y a3uaToB
(1 : 400) [13]. Bo BCceM Mupe npubnanautenbHo 35 MIH
4YenoBEeK C CEMEWHOW rnnepxonectepuHeMmen, n3 Hux 6,8—
8,5 MIH — [eTu; Kaaylo MUHYTY B MUpPEe POXKAaeTCsd OAMH

pebeHOK C reTepo3nroTHon GopMon CEMENHON rnnepxosec-
TepuHemnn [14, 15]. B poccunckom peructpe PEHECCAHC
(Pernctp naumMeHTOB C CEMEWHOM rMnepxonectepuHemMuen
M NaLMEHTOB OYeHb BbICOKOro cepae4yHO-COCYANCTOro pMUcKa
C HepocTtaTto4yHon 3DDEKTUBHOCTBIO MPOBOAMMOM TMMNOAN-
NUAEMUYECKON Tepanuu), No AaHHbIM Ha BTOPYyK MoJo-
BMHY 2022 r., 3apeructpupoBaHbl okono 2300 4yenosek
C ceMenHou runepxonecrepuHemunen [16]. fomo3urotTHas
dopma ceMENHON rnnepxonecTepUHEMUM OTHOCUTCS K pea-
KUM 3ab60neBaHuUsM, 1 ee npeanonaraeMas pacnpocTpaHeH-
HocTb coctaBnser 1 : 160 000-1 : 320 000 [17].

leHeTUYeCKHe acneKTbl ceMeHOM

runepxosiecCTepuHeMum

CemMenHaa runepxosiecTepuHeMus HacnegyeTcs no
ayTOCOMHO-A0OMMHaHTHOMY Tuny [18]. B 85-95% cnyyaes
K pasBuUTUIO 3a60/eBaHUs MPUBOAAT U3MEHEHUS B reHe
peuentopa JIMHIM (LDLR) [19, 20]. Mo nocnegHUM AaHHbIM,
93% BapuaHToB reHa LDLR oTHeceHbl K KaTeropuu naTto-
FEHHbIX, @ 7% OXxapaKTepu30BaHbl KaK BapuaHTbl Heomnpe-
OeneHHon 3HaynmocTu [21]. B HacToswee BpeMs U3BECTHO
6onee 2300 naTtoreHHbIX BapnaHToB reHa LDLR, cnoco6HbIX
HapywuTb ¢yHKuMo peuentopa JIMHI [22]. Btopas no
yactoTe npuvyMHa BO3HMKHOBEHWS CEMEWHOW runepxonec-
TEPUHEMUU — U3MEHeHUs B reHe APOB anonunonpoTeu-
Ha B (anoB) [10]. Mpuryem, cornacHo peaynbrtatamMm KpynHOro
€BpPONENCKOro nccnegoBaHus (et n3 8 ctpaH), pacnpocT-
pPaHEHHOCTb NaTOreHHbIX BapnaHToB reHa APOB B pasnuu-
HbIX MONYNAUKUAX CUIbHO BapbupyeT — oT 0% B lpeuun oo
39% B Yexun [23]. UHTEpPECHO, YTO HOCUTENN NaTOreHHOro
BapuaHTa reHa LDLR umetoT 60/1ee BbICOKME KOHLIEHTpaLMn
ob6uiero xonectepuHa 1 JIMHI, a Takke 60nee BblparKeHHbIE
NposiB/EHNS aTepoCKIepo3a, Yem HOCUTENM MaTOreHHbIX
BapuaHToB reHa APOB [10]. B 1-2% cny4yaeB cemenHas
rMnepxonectepuHemus o6ycroBneHa M3MEHEHUEM B reHe
PCSK9 [18, 19]. PCSK9O — 6en0oK, CUHTE3MPYEMbIV B MEYEHHU
M KUWEYHUKE W y4acTBYIOLWNIA B paspylleHUn peLenTopoB
JIMHM [17]. YMeHblueHWe KonnyecTBa AENCTBYIOLWKNX peLen-
TOpPOB elle 60Mblue yCUIMBAET PYHKLMOHANbHYIO aKTUB-
HOCTb reHa PCSK9, 41O, B CBOW o04epedb, aKTUBUpPYeT
CUHTE3 NMNONPOTEMAOB, COAeprKaliMx anoB, B nedvyeHw.
B KOHEYHOM wuTOre 3TO TaKKe NPUMBOAWT K MOBbILLEHMIO
KOHLEeHTpaumn obuero xonectepuHa [10, 18]. U3meHeHHs
B reHax LDLRAP1 (aganTepHbi 6en0K 1-ro TMna peuenTo-
pa JIMHM), ABCG5 (4neH 5-ro noacemenctea G ATd-ces-
3blBatollen Kaccetbl), ABCG8 (4neH 8-ro noacemenctesa G
ATd-cBA3bIBatoWEen KacceTtbl) U CYP7A1 (xonectepon-7-o-
rMapoKcunasa) MoryT NpMBOANTb K Pa3BUTUIO OYEHb PEOKOM
ayTOCOMHO-PELIECCUBHON (FOMO3UIOTHOM) GOPMbl CEMEN-
HOM runepxonectepuHemun [10, 20].

Pegkun BapuaHT reHa APOE 6bin OGHapyXeH B CemMbe
C cemenHow runepxonecrepuHemuern Bo PpaHumm [11].
B 2022 r. BO ¢ppaHLy3CKON Koropte nauMeHTOB C NepBuY-
HbIMW AUCAMNUAEMUAMU Obln UCCNEeAoBaH MONEKYASPHbIN
CMEKTP 3TOr0 reHa, 4To NO3BOMWIO BbISBUTb HOBblE NaTo-
reHHble BapuaHTbl reHa APOE, KoTopble, BEpOsiTHEE BCErO,
NPMBOAAT K Pa3BUTUIO CEMENHOW TrUMMepxonecTepuHeEMUN
[11, 24]. CekBeHupoBaHue reHoB LDLR, PCSK9, APOB
n APOE BbIiIBUNO 76 HOCWUTENEN pedKoro BapuaHTa reHa
APOE. Kpome Toro, 6b110 06Hapy*KeHo, 4TO y HocuUTenen
3TOro BapuaHTa reHa APOE ypaetcs 0obuTbcs 60bluero
CHUXEHUS KoHueHTpauuu JIMHIT B oTBET Ha CTaTWHbI, Yem
y HOCUTENEen NnaToreHHbIX BapnaHToB reHa LDLR [24]. PaHee
C pa3BUTUEM CEMEWHOWN rMnepxonecTepUHEMUN CBA3bIBAIU
BapunaHT reHa STAP1 (nepepalowun curHan aganTtepHbln
6enok 1) [11]. OgHaKo nocneayLline nccneaoBaHus He noa-
TBEPAWUIN 3TUONIOTMYECKOe 3HadYeHne reHa STAPL [25, 26].



B 2018 r. BnepBble 6bina onybankoBaHa MHOOpMaLUS
06 O/IMFOTEHHOW CEeMenHOW runepxosiecTepuHemMmnn [27].
Onsa aton GopMbl XapaKTePHO cOoYeTaHue reTepo3nroTHOro
BapuaHTa B ogHOM U3 Tpex reHos (LDLR, PCSK9 nnu APOB),
BbI3bIBAIOWMX CEMENHYIOD TMNEPXONECTEPUHEMUID, U TeTe-
pO3UroTHOro BapuaHta B reHax LDLRAP1, ABCG5, ABCG8
n APOE [11]. B AnoHun 6bin 3aperucTpupoBaH MepBbIn
reTepo3nroTHbii GEeHOTUN CEeMENHOW TMnepxonecTepuHe-
MWW, BblI3BaHHbIM OIMIOreHHbIMKM BapnaHTamun reHoB PCSK9
n ABCG5 [28]. B ogHOMOMEHTHOM MCCe0BaHUK, B KOTOPOM
npuHumManu ydyactme 500 nauMeEHTOB C CEMEWHOM TMNEpPXo-
necrepuHemunen ctapwe 18 net, 6bI10 AOKaA3aHO, YTO Mpw
HaNM4YMKU NaTOreHHbIX BApMaHTOB OAHOBPEMEHHO B HECKOSb-
KUX reHax KoHueHTpaums JIMHI B nnasme KpoBu B cpeaHeEM
Ha 25% Bbille, YeM NpPU MOHOreHHOM dopme 3aboneBaHus
(6,8 mmonb/n npotuB 5,4 mmonb/n) [27].

Mpn cpaBHEHUM YACTOTbl CEPAEYHO-COCYANCTbIX COOLITUI
y NaLUMEHTOB C CEMENHON FMMEPXONECTEPUHEMUEN Y MaTepPH
WK oTua 6bl10 NOKa3aHo, YTO HaciegoBaHWe 60Ie3HU MO
OTLLOBCKOM JIMHUK accouunpoBaHo ¢ 1,5-KpaTHbiM MOBbI-
LIeHNEeM pUcKa BO3HWKHOBeHMS CC3 [29]. CxoxKune aaHHble
Obl/IM NOMTy4EHbl B APYrOM PETPOCMEKTUBHOM UCCNeA0BaHMM
¢ y4yactuem 6onee yem 1300 nauyMeHTOB, 3aHECEHHbIX BO
PpPaHLY3CKUA PETUCTP CEMEWHOM TMNEPXONECTEPUHEMUN.
MauneHTbl ¢ MaTepUHCKUM HacnegoBaHuemM AedEeKTHOro
reHa ceMenHOW rmMnepxosieCTEPUHEMNN PEXKE UMENN CEMEN-
HbIi @aHaMHe3 MpPEeXAEBPEMEHHbIX CEPAEYHO-COCYANCTbIX
co6biTnin [30]. MexaHu3mbl, NexallMe B OCHOBE AaHHOMo
deHoMeHa, Hen3BeCTHbI [29].

HecmMoTpa Ha LWMPOKME BO3MOXHOCTM COBPEMEHHOIO
reHEeTUYeCKoro TecTMpoBaHusg, npumepHo y 20% nauneHToB
¢ GEHOTUMNYECKUMU NPOSBAEHUSIMU CEMENHON rnnepxose-
CTEPUHEMUUN HEe yAaeTCcs MAEHTUPUUMPOBATb MATOrEeHHbLIN
reHetmyeckun BapwuanTt [11]. MNpuynMHOM 3TOro MOryT 6biTb
KaK HacnegoBaHMe MaTOreHHbIX BapuMaHTOB C HU3KOW pac-
NPOCTPaHEHHOCTbIO, TaK M HeAOCTaTOYHas YyBCTBUTENBHOCTb
reHeTMYeCcKMx MeTooB nccnegoBanus [11, 18].

AunarHocTtuka

O6HapyKeHne CEMENHON rMnepxonectTepuHemMmn B OeT-
CKOM BO3pacTe MNPOUCXOAMT, KaK NpaBuio, npu 6UOXMMHUYec-
KOM 1ccnegoBaHWn KpoBU pebeHKa Ha GoHe Apyrux comaTtu-
YECKMUX MU MHPEKUMOHHbIX 3ab6oneBaHunm [18]. O6ycnoBieHo
3TO TEM, YTO OnpefeneHne xonectepmHa U ero ppakuum He
BXOAMT B 0ObEM AMCnaHCepHoro obcnegoBaHus (yYHUBEp-
calbHbl CKPUHUMHI) POCCUUCKUX AETEN.

AnarHocTtnyeckne Kputepmuun

MpennoxeHo HECKONBbKO KPUTEPUEB CEMENHOW MMMepPXo-
nectepuHemumun. OHM BbICOKOCNEUMOUYHDBI (CneundPpuyHoCTb
0K0J10 99%), OAHAKO XapaKTepM3YylTCS OTHOCUMTENbHO HU3-
KOW 4yBCTBUTENbHOCTbIO (25-51%) [31]. PacnpoctpaHeHue
noNyyYnnu Tak HasdblBaeMble ronnaHackue kputepuum (Dutch
Lipid Clinics Network Criteria) ang yctaHoBneHUs auarHo-
3a y B3pocnblX, Kputepun CanmoHa bpyma (Simon Broom
Criteria), moaMduunpoBaHHble KpuTepun EBponenckoro
obuiectBa no atepocknepody [10]. B cooTBeTCcTBUM C pOC-
CUWCKMUMU KNMHUYECKMMK pekoMeHgaumamu [10] ana ycta-
HOBJIEHUSI CEMEWNHON TMMNEPXONeCTeEPUHEMUMN Y IeTEN B BO3-
pacte fo 16 neT npegnaraetcs MCMNONb30BaTb KPUTEPUM
CavmoHa bpyma (cm. Tabnumuy). OHM yooGHbI ANA NpUMeHe-
HUS B NOBCEAHEBHOM MPaKTUKE U He TpebyloT NpoBeaeHus
[LOPOroCTOALLMX TaGOPaTOPHbIX UCCnefoBaHUM [32].

AmarHocTuka atepockKnepo3sa

OnpegenexHve TONWMHbI KOMMEKCa «MHTUMa — Meaua»
COHHbIX apTepui OTHOCAT K OCHOBHbIM METOAaM paHHen
[MarHOCTMKN aTepoCKnepo3a y AeTer C CEMEWHOM runep-
xonectepuHemuen [34]. Metoamka MHbopmaTMBHa elle A0
NOSIB/IEHUS KJIMHWMYECKON KapTUHbI ULWIEMWYECKON 60SIE3HM
cepaua [18]. D. Kusters n coaBT. ycTaHOBWAK, H4TO Y AETEN
C CEMEWHOW rMnepxonecTtepMHeMmnent yxxe B Bo3pacte 8 net
Hablo4aeTcs 3Ha4YMMOe YBEIMYEHUE TONLLMHBI KOMIIEKca
«MHTUMa — MeAMa» COHHbIX apTepui MO CPaBHEHWUIO C UX
300pOBbIMK BpaTbsiMKn 1 cecTpamu [35]. B nonynsaumMoHHOM
OAHOMOMEHTHOM MCCNeA0BaHMU, B KOTOPOM MPUHSAIU y4ac-
Tne 6onee 3700 yenoBeK B Bo3pacTe = 45 neT, 6bI/10 BbiSB-
JIeHO, 4TO yBennyeHue ypoBHS JIMHIM Ha 1 Mmosb/n NpuBo-
VT K YBEIMYEHUIO TONWMHBI KOMTMIEKCA «MHTUMa — Meaua»
COHHbIX apTepui Ha 5,07 MKM, a C Kax[blM MOBbIWEHWEM
KOHLIEHTpaLMK o6Lero xonectepuHa B njas3me KpPoBW Ha
1 MMOnb/N pUcK GOpMMPOBaAHKS KapoTUaAHbIX GMslEeK yBe-
nuunBaeTcs Ha 24% [36].

CKPHUHHUHI

B 2021 r. negnatpuyeCKnt CKPUHUHI MO BbISBAEHUIO
nauMeHTOB C CEMEWHOW rMNepxonectepuHeMmnen Bbii npu-
3HaH OAHUM M3 NYYWMX METOA0B MPOPUNAKTUKU HEUHPEK-
LIMOHHbIX 3a6oneBaHUi (cornacHo kputepusam Public Health
Best Practice Portal, opraHusoBaHHoOro EBponenckow
Komuccuen) [37]. Bnarogaps Takomy CKPUHKUHTY NOsIBASETCA
BO3MOXHOCTb BbISIBIEHUSA AE€TEN C CEMENHOM rMnepxonecrte-
pUHEMHWEN YXKe B paHHEM BO3pacTe, 4YTO B MOCAEayloLLEM

Ta6nuua. lnarHoctnyeckune Kputepmm Caiimora Bpyma (nepesof no sepcuu [33])
Table. Simon Broome diagnostic criteria (translated according to version [33])

AnarHos

Kputepuu

OnpeneneHHbINn
[MarHo3 ceMenHon

nJloC 0AHO U3 HUXKeNnepeYUCIeHHbIX

O6wui xonectepuH > 6,7 mMmonb/n unun JIMHM > 4,0 mmonb/n y pebeHKa < 16 net
O6wui xonectepuH > 7,5 mmonb/n unun JIMHM > 4,9 mmonb/n y nauneHToB = 16 net

KcaHTOMbI CyXOXUnum y nauneHTa, U y poacTBeHHUKa 1-# cTteneHun poacTea (poautens, 6part, cectpa,

U/ vunm

runepxonecTtepuHemMmmn | pebeHoK), Unn y poACTBEHHUKA 2-1 CTeneHu PoACcTBa (AedylWwKa, Aaad, TeTs)
u/vunm
Hanunune natoreHHbIX BapnaHToB reHoB LDLR, PCSK9 n APOB
061Kt XonecTepuH > 6,7 mmosnb/n uan JINMHM > 4,0 mmonb/n 'y peGeHka < 16 net
O6wuni xonectepuH > 7,5 mmonb/n uan JINMHM > 4,9 mmonb/n y B3pocnbix = 16 net

o NOC OAHO U3 HUXKEeNepeuUCIeHHbIX

BepoaTHbIn .

AMArHO3 CEMeHOM MHbapKT M1MOKapaa B aHaMHe3e Y POLACTBEHHWKa 2-11 cTeneHn poacTBa B Bo3pacTte Ao 50 et uiu B Bo3pacte
[10 60 neTy poAcTBEHHUKA 1-1 cTeneHu poacTBa

runepxonecTepuHeEMmm

06LWmMi xonecTepuH > 7,5 MMOSb/N'y B3POCNOro POACTBEHHUKA 1-1 UK 2-i cTeNeHn poacTBa
unu > 6,7 MMmonb/n y pebeHka, 6parta Unu cecTpbl B Bo3pacTte Ao 16 net
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NO3BOJSIUT Ha4yaTb fleyeHne NyTeM U3MEHeHUs obpasa Ku3-
HW U/WUAKM C MOMOLbBIO TMMNONUMUAEMMUYECKMX MpenapaTtos,
a TaKXXe CHU3UTb pUCK paseuTna CC3 BO B3pPOCIOM BO3pac-
Te [38]. CKPUHUHI, KaK npaBuio, OCHOBAH Ha M3MepeHuu
KOHLeHTpauun obLero xonectepuHa, NpoBeAeHUn CeKBe-
HWPOBaHMUA HYKNEOTUAHON nocnenoBaTenbHOCTM 3—5 reHoB
(LDLR, APOB, APOE, LDLRAP1, PCSK9) nnu nx KombuHaumu.
YyBCTBUTENBHOCTb M CNELMUOUYHOCTb BbISBNEHMUS MaLMEeH-
TOB C CEMENHOW rnnepxonectepuHeMmen npu KOHLEHTpa-
umn JIMHM B nna3sme KpoBu = 3,5 MMOAb/N cOCTaBnseT
90,5 n 55,3% cooTBeTcTBEHHO [39].

Bblaenstor TpyM BMAA CKPUHWMHIA: OMMNOPTYHUCTUYHECKUH,
YHUBEpPCaNbHbIM U KacKagHblin. ONNOPTYHUCTUYECKUIN CKPU-
HUHI CEMEWHOW TUMepxosiecTeEpUHEMUN npeanonaraer
HecucTemMaTM3nMpoBaHHOE, Crnopaguvyeckoe onpeaeneHue
AMNUAOB Yy NaLMEeHTOB, 06paTMBLUMXCS 3a MEAMLMHCKOM
NMOMOLLbIO B YYpPEXKAEHMUS MEPBMYHOrOo 3BEHA 3APaBOOX-
paHeHuns no N6biM npuymHam [40, 41]. YHUBepcanbHbIn
CKPUHWHI CEMEWHOM TUMEPXOSIECTEPUHEMUN OCHOBAH Ha
MacCoOBOM MccnefoBaHun npoduns NWNMAOB CPeaun nuL
B OonpefeneHHbiX Bo3pacTHbIX rpynnax [40, 41]. B CnoBeHuun
TaKON CKPUHWHI MPOBOAAT B YCMOBMAX AETCKMX MOMWMKIM-
HWK MpU yyacTuM Bcex OeTen B Bo3pacte 5-6 net [42],
a B ClLUA — B oTHoweHun 9-11-netHunx [38]. BospacTt
9-11 net cyutTaeTca OoNTUMasbHbIM AN9 aHanM3a AUNUA0B
KPOBM, TaK KaK ropMOHas/ibHble U3MEHEHUS BO BpeMs ny6ep-
TaTHOro Nepuoaa MoryT CHUXaTb KoHueHTpauwmto JIMHI, tem
caMblM NPUBOASA K YBEIMYEHUIO KONMMYECTBA NOXKHOOTPULA-
TenbHbIX pe3ynbratoB [18, 38]. CornacHo pel3ynbratam Kpyn-
Horo uccnegosaHus (> 10 Tbic. AeTen B Bo3pacte 1-2 ner),
OAHOBPEMEHHOE WM3MEPEHWE KOHLEHTPaLuKn XonectepuHa
M NPOBeAEHWE CEKBEHWPOBAHWS MO3BOAMIM OGHAPYKUTb
8 HoBbIX cnyvyaeB (4 pebeHka n 4 poauTensl) ceMemHoun
runepxonectepuHeMun Ha Kaxgble 1000 o6cnefoBaHHbIX
[20, 43]. B 2021 r. B Yexun Obln MHULMUPOBAH MWUIOTHLIN
NMPOEKT YHUBEPCANbHOIO CKPUHMHIA MO ONpeAeneHnto KOH-
LeHTpaLMM TMNUA0B B NYNOBUHHOM KPOBW HOBOPOXAEHHbIX
C nocneayLlwmnm reHeTM4eCKUM TeCTUPOBaHNEM MaAeHLEB
C KoHueHTpauuen JIMHM Bbiwe 85-ro nepueHtunsa [37].
OAMH 13 BapuaHTOB NONYASLMOHHOIO CKPUHWHIa BHEAPSET-
cq TakKe un B l[epmaHuun. MNpu aToOM y BCEX AeTEN B BO3pacTe
5-14 net npu N1aHOBOM NOCELLEHMN NeanaTpa NPoBOAMTCS
B3ATME 06pa3La KpoBW AN ONpefeNieHUs KOHLEeHTpauuu
JIMHIM. Ecnn KoHueHTpauma JIMHI npeBbllaeT YpOBEHD,
COOTBETCTBYIOWMIA 95-My MNepUEHTUIO AN AETCKOW Mony-
NAUMKN, pebeHOK HanpaBnseTcs Ha MONEKYNSPHO-reHeTnYe-
CKoe TecTupoBaHue [44].

Ha cerogHAWHWN OeHb KacKafHbl CKPUHUHI SBNSETCA
Hanbonee 3dPEKTUBHbIM CMOCOOOM BbISBEHUA HOBbIX
nauneHToOB C CeMenHoW runepxonecrepuHemunen [40, 45].
B Xofge TaKoOro cCKpuHWHra nocsie BbISIBAEHWS MauueHTa
C CEMEWHOW TreTepo3uUroTHOW TrunepxonecTepnHemmnen
NpPOBOAMUTCS fdanbHenlee o6cnefoBaHne ero 6aM3KUX poa-
CTBEHHMKOB [41]. MNpu BbIABNEHUN HOBOro HOCUTENS NaTo-
FEHHOro0 WAM BEPOSATHO-MATOreHHOro BapuaHTa HyKNeo-
TMAHOW nocnepoBaTenbHocTn reHoB LDLR, APOB n PCSK9
€ero pPOACTBEHHUKM TaKe ob6cneaytotesa [18]. CemenHyto
rMNepxonecTepuHeMmnIo y POACTBEHHMKOB MNepBOM cTene-
HW poacTBa (poauTenu, AeTn, 6paTbs M CECTPbl) MOXKHO
BbISIBUTb C BeposTHOCTbio 50%, BTOpoW (6abyliku, aedyLu-
KW, BHYKMW, OS44, TETU W NAEMSHHUKKU) U TpeTben cTene-
HU (Npageaywkn, npababylwKn U NpaBHYKK, ABOKOPOAHbIE
6paTtba M cecTpbl) — 25 n 12,5% cootBetcTBeHHO [10].
[MepBon cTpaHoM, B KOTOPOM 3PHEKTUBHO M HA MOCTOSAHHOM
OCHOBE Hayan NPOBOAMUTLCS KacKafHbl CKPUHWHI CEMEN-
HOW runepxonecrepuHemumn, ctanm HuaepnaHabl. B nepunog
¢ 1994 no 2014 r. B cTpaHe AencTesoBasna oblieHalUnoHanb-

Has W cyécuampyemasi rocyaapctBoM nporpaMma Kackag-
HOMO CKPWMHWHIra ANs BbISBAEHUS MaLMEHTOB C CEMENHOWM
rmnepxonectepnHeMmnen. 3a 3ToT nepuon 6bi10 BbIIBIEHO
6onee 28 TbiCc. NAUMEHTOB C 3TMM 3aboneBaHnem. B cBa3un
C YCMELWHOCTbIO CKPUHMHIa ¢ 2014 1. OH OblN MHTErPUpPOBaH
B CMCTEMY 3apaBooxpaHeHnsa Huaepnangos [46]. B HacTos-
Liee BpeMS KacKafHbl CKPUHWHI CEMENHOW rnepxonecre-
puHemun nposoauntca B CLUA, Bennkobputanuu, NcnaHum,
[daHunun, Hopserun n Hosow 3enanauu [41]. B Poccun Takas
nporpamma agencteyet B 13 cy6bekTax [41].

CoxpaHaTCsa CAOXKHOCTU U auddepeHunanbHon auar-
HOCTUKWM CEMEWHOW TIUMEepPXONecTepUHEMUN U MOSIUFEHHOM
ancannuaemmnn. feHeTMYecKonm OCHOBOW nocneaHen ABAs-
€TCSl He MOHOreHHas MyTauus, a Haln4yme NaToNorM4yeCcKux
BapMaHTOB B Pa3HbIX reHax, Kaxkabl N3 KOTOPbIX OKa3blBaeT
yMEpeHHoe BAUsSHME Ha dyHKUMIo 6enka [11, 47]. B cBAsun
C 3TMM Oblna paspaboTaHa WKana OUEHKU MOAUIEHHOro
PUCKa, B KOTOPOMW KaxJoOMy BapuaHTy reHa npucBavBaeTcs
onpeneneHHbln BEC U paccyuTbiBaeTcsa obwas oueHka. lMNpu
NOBbILIEHWM NMOPOroBOro 3HAYEHUs yCTaHaBAMBaETCA Nonu-
reHHasi ocHOBa runepxonectepuHemuu. NepBas WKana 6bina
OCHOBaHa Ha y4yeTe 12 BapuaHTOB OAHOHYK1EOTUAHbLIX Bapu-
aHToB B 11 reHax [11]. B nocneaytollem 6biia NnpeanoxeHa
lWKana, B KOTOpOM npeafaranocb y4ntbiBatb 165 O4HOHYK-
NeoTuaHbIX BapuaHtoB 11 reHoB; AMArHOCTMYecKas Tou-
HOCTb 3TOM LWKanbl 6blla 3HAYUMO Bbllle COOTBETCTBYIO-
Wero nokasatens y WKan NoaMreHHOro pucka ¢ MeHbLWWM
KOJINYECTBOM YYMUTbIBAEMbIX FEHETUYECKMX BapuaHToB [47].
BmecTe ¢ Tem 661510 06HapyeHo, 4To 60s1ee BbICOKME Banibl
no WKane NoUreHHOro PUcKa He KOPPENUPYT ¢ KOHLEHT-
pauwnen JIMHI B nnasme KPoOBWU U HE aCCOLIMUPYIOT C BbICO-
KUM PUCKOM BO3HWUKHOBEHWS PaHHUX cepevHO-COCYaAUCTbIX
cob6bITnin [48]. HecMOTps Ha 4YacTo paBHble KOHLIEHTpauuu
JIMHI B nna3me KpoBM Mpu MOHOMEHHOW CEMEWHOM runep-
X0NeCTEPUHEMUMN U MOAUITEHHON AUCAUMUAEMUN, MALUEHTbI
C MOHOreHHow GopMoKn MnoABepKeHbl 3Ha4MUTeNbHO 6osee
BbICOKOMY PUCKY paHHero passutna UMBEC n umetor 6onee
cna6boe cHuxeHue JIMHI Ha doHe Tepanuun cTaTuHamu [49].

JleyeHune

JleyeHrne nauMeHTOB C CEMEWHOW runepxonecrepuHe-
MWEeNn HeobXoAMMO HayuHaTb cpaldy Mocfie YyCTaHOBEHUSA
onarHosda [15, 50]. OcHoBbiBaeTcs NevyeHue B MNepBYIO
oyepeab Ha KOpPPEKLMM MWUTaHUS U M3MEHeHWn obpasa
¥KU3HU [10, 15]. OrpaHUYEHUS MUTAHUSA HE MPUMEHSIOT NULLb
K AEeTaM NepBblX ABYX JIET }KM3HW, TaK KaK B 3TOM BO3-
pacte HeobxoaAMMO obecrneynBaTb pebeHKa afeKBaTHbIM
KOMMYECTBOM Kanopunm W nutaTeNnbHbiX Beuwects [18].
M. Lampropoulou 1 coaBT. 06Hapy»KWan, 4TO y AeTEN C AnC-
nmnuaemMmuamun B BospacTte oT 3 o 14 net, HaxoAMBLUMXCH
Ha rpyaHOM BCKapM/IMBaHWM MeHee 6 MecC, KOHLEeHTpauus
JIMHIM 6b11a 3Ha4YUTENbHO BbILLE MO CPaBHEHMIO C TEMMU, KTO
Obln Ha rpyagHOM BCKapMiuBaHWM 6Gofblue 3TOro Bpeme-
HU [51]. Bonee HM3KKE KOHLIEHTpaL MK 06LLLErO XoNecTepuHa
n IMHI onpeaeneHbl Uy AeTen Ha UCKIOYUTENBHO FPYAHOM
BCKapM/IMBaHUN B CPaBHEHWW C AE€TbMMW, MOAyYaBLUMMMU
afanTupoBaHHble cmecn [51, 52].

KoppeKuns nutaHus

OCHOBHbIMW daKTopaMu paLMoHa MUTaHKs, NOBbiWato-
WMMK cofepraHue obLero xofnectepuHa B KPOBW, SBAS-
lOTCA HaCbIWEHHbIE XMUPbl U TPAHCKMUPbLI U NUWb B HE3Ha-
YUTENbHOM MEepe — XONECTEPUH MPOAYKTOB nuTaHusa [15].
COOTBETCTBEHHO, OrpaHuyeHne MnoTpebaeHns 3TUX KOoM-
MOHEHTOB [JOMIKHO ObiTb MEPBbLIM LIAroM Tepanuu JeTtew
C CEMENHOM rnunepxonectepuHeMuen ctaplie aByx et [15].
B HacTosilee Bpems B cTpaHax EBponenckoro cotosa un CLLUA



B MPaKTUKY Jle4eHUs OeTeEN C CEMEMHOM rMnepxonectepu-
HeMUWeW BHeApeHbl cneunanbHble MNUACHWKaoWwMe aneTbl
[51, 53]. OgHM M3 caMblX PaACNPOCTPAHEHHbIX — AUETHI
CHILD-1 » CHILD-2, npeanoxkeHHble AMEepUKaHCKOW aKage-
Muen negnatpuu [54]. NMaymeHTam cTaplue roga ¢ oTaroueH-
HbIM aHaMHe30M o CC3, oXXnpeHneMm, caxapHblM AMabeTom
Wnu gucnunuaeMuen pekomeHayetca auetra CHILD-1 [55],
4YTO MO3BONSET CHU3UTb 06lLlee MnoTpebsieHne XUPOoB A0
25-30% CyTOYHbIX Kanopui, HacblWeHHbIX }npos — A0 10%
CYTOYHbIX Kanopwui, OrpaHuYnTb €exeaHeBHoe noTpebre-
HMe xonectepuHa o 300 mr/cyT (eeaHeBHass Hopma
noTpebneHns XonectepuHa ¢ Nuen ana 340pOoBbiX AeTen)
[18, 53]. MeTaaHann3 paHAOMU3UPOBaAHHbIX KOHTpPONMpye-
MbIX UCCNeAOBaHMI, BKIOYABLWKX B CyMMe JaHHble 6onee
11 TbIC. y4aCTHMKOB, NoKasaJ, YTo Nnpu CobNAEHUN ONETDI
CHILD-1 KoHueHTpauus JIMHI cHuxaeTcsa B cpeaHeEM Ha
12% no cpaBHEHMIO C UCXOAHLIMU 3HAYEHUAMU B TEYEHUE
3 Mec [56]. Ecnu noBbiWweHHas KoHueHTpaums JIMHI coxpa-
HAeTcs, peBeHOK MOXeT 6biTb MepeBeAeH Ha CreayloLlyo
ctyneHb — auety CHILD-2. NocneaHsas npeanonaraet 6onee
CTPOroe orpaHu4yeHne noTpeb6neHUs HaCbIWEHHbIX XWPOB
W XonecTepuHa (HacblWEHHbIX XUPOB — A0 < 7% CYTOYHbIX
Kanopum, xonectepuHa — go 200 mr/cyt) [53]. B Poccuu
[JaHHble AMETbl HE BKIOYEHbl B KIIMHUYECKME pPEKOMeHaa-
UMW NO BEAEHWMIO MaLMEHTOB C CEMEWHOW runepxosecre-
puHemuen [10]. Pesynbratbl MPOCNEKTUBHOIO KOrOpTHOro
ncenegosanus STRIP (Special Turku Coronary Risk Factor
Intervention Project) npoaemMoHcTprpoBanu, YTo AMETA C HU3-
KM cogeprkaHnem xmpoB (30—35% oT HeoBX0AUMOro Kosu-
4yecTBa CYTOYHOW 3HEPruu) u xonectepuHa (< 200 mr/aeHb)
no3Bonser AOOUTbCSH COKPalLEHUs KOHLUEeHTpauum obliero
XOJIECTEPMHA B CbIBOPOTKE KPOBM B CPeAHEM Ha 2 MMOJb/N
W NpU 9TOM HE OKa3blBaeT HEraTMBHOIO BAUSHWUSA Ha GU3K-
4yeckoe, HEBPOIOrMYECKOE U NosIoBoe pa3Butue aeten [57].
Heo6xoaMMO MCKNOYUTb M3 pauuoHa nuTaHusa pebeHKa
C CeMenHoW runepxonectepmHemmen dactdyn, CHEKM (Mpo-
OYKTbl ONS NIEFKOro MNepeKkyca) U 3HepreTMYecKue Hamnut-
KK [55]. BaxHO, 4TOObI AETU NUTANUCb PEFYASIPHO, HE nepe-
efann M He nponyckanu npuvembl nuwm [55]. MNocnegHee
noAaTBEPKAaEeTCA pedybTaTaMn PETPOCNEKTUBHOINO OAHOMO-
MEHTHOIO UCCNeaoBaHMs, COracHO KOTOPbIM Y AeTewn C AnC-
NMNUAEMUEN, MUTAIOLWMXCA OAMH pa3 B A€Hb, KOHLEHTpaLMS
obuero xonectepuHa v JIMNHIM Bbiwe, 4eM y geteun, npuHnuMa-
IOWKUX Uy Tpu 1 6onee pas B AeHb [51]. JonosHUTENbHO
4NS KOPPEKTUPOBKM AMETHI M KOHCYNbTaLMKM No BOMpocam
nUTaHns pebeHKa MOXHO HanpaBWTb K AETCKOMY AMETONO-
ry [55]. BarKHO TaKKe OTMETUTb, YTO KJIIOYEBYIO POb B Pop-
MWPOBaHWWM 3A0POBLIX MPUBBLIYEK LETEeN UrpaloT WMX pPoau-
TeNnu, NO3TOMy A/1 NOBbLILWEHUS MPUBEPIKEHHOCTU pebeHKa
Nle4eHNI0 PEKOMEHOYETCS BOB/ieYeHue Bcen cembu [14, 55].

OPPEKTUBHOCTb TaKMX MULLEBLIX 406ABOK, KaK omera-
3-HeHacblWeHHbIE XMWPHbIE KUCNOTbI, Npenapatbl NCUAIU-
yMa U YeCHOKa, Yy AeTeN C CEMEWHOM runepxonectepuHe-
MUWEN oOLeHMBanacb B HECKONbKUX uccnegoBaHuax [15].
OOHaKo B HACTOSILLMM MOMEHT 3TU NpenapaThbl HE BKIKOYEHbI
B PEKOMEHZALMN MO NIEYEHUID CEMENHOW FMMnepxonecTepu-
Hemuun [15, 18].

YBennyeHne ¢pu3an4ecKon aKTUBHOCTH

PerynapHas ¢mnanyeckas aKTMBHOCTb AETEN C CEMENHOM
rMNEepXonecTepuHEMMEN CNOCOBCTBYET CHUMKEHUIO MaccChl
Tena W nokasartenen naunuagHoro npodwuna [10]. lMpoagon-
UTENbHOCTb €XXEeAHEBHbIX TPEHUPOBOK JOJIKHA COCTaBNATb
He MeHee 4Yaca B fAeHb [55]. Bmecte ¢ 3TMM Heo6xoanMMo
COKPaTUTb ManoMNOABMMKHbIE NEPUOALI Ha MPOTSAKEHUUN HS,
M B YaCTHOCTM NPOAOCIKMUTENBHOCTL MPOCMOTPa TeNeBM3opa.
M3BeCcTHO, Hanpumep, YTO B Bo3pacte 8—12 neT KaxAbln

LOMONHUTENbHBIN Yac TaKOro BPeMsAnpenpoBOXKAEHUS KOp-
penupyeT C MNOBbIWEHUEM KOHLIEHTPaLMKU TPUIULEPHNLOB
n cHuxeHuem JMBIMN [58].

MeamKaMeHTO3Hoe JleYyeHne

CraTuHbI

CTaTMHbl — OCHOBa Tepanuu NauMeHTOB C CEMEeNHOM
runepxonectepuHemuen nwb6oro Bo3dpacta [10, 15]. Mexa-
HU3M WX OENCTBUSA CBSA3AH C UHIMOUPOBaAHMEM 3-TMAPOKCHU-
3-MeTUArITapua-KO3H3MM A pefykTasbl U CHUMKEHUEM
6uocuHTe3a xonectepuHa B neyveHn [10, 15]. Kpome TOrO,
6narogaps aktmeusaumn peuentopos JIMHI Ha KneTo4YHoM
NOBEPXHOCTU CTaTUHbI CNOco6CTBYOT BbiBeaeHuto JIMHI
M3 KpoBoToKa [59]. B Poccuu paspelleHbl K NpUMMEHEHUIo
y OeTel Takue npenapatbl, KaK atopBacTaTuUH, po3yBacTa-
TUH, CMMBAaCTaTWH, NI0OBacTaTUH, NpaBacTaTuH K dnyBacTa-
TWH [18]. JleyeHne HayuHalT C MUHUMaNbHOM A03bl (PO3Y-
BacTtatuH 5 mr/cyt, atopBactatuH 10 mr/cyT, cuMBacTaTuH
10 mr/cyTt, npaBacTtatiH 20 mr/cyT, noBactatnH 10 mr/cyT)
C nocneaywolmMm ee MNoBblLEHWEM Kaxable 6-8 Hea npu
HegocTaTo4HOM OTBeTe Ha Tepanuto [18, 50]. B yacTHoCTH,
y oeten B Bo3pacte 8-10 net He3aBUCUMO OT Mofla pPeKo-
MeHayeTca [obutbes CHuxeHua JIMHM < 4,0 mmonb/n,
nnn Ha 50% OT MCXOAHbIX 3HAYEHWUW (A0 NeYeHus), y AeTen
ctapwe 10 netr — < 3,5 mmonb/n, a npu Hann4mmn CC3 aTe-
POCK/IEPOTMYECKOrO reHe3a — < 1,8 mmonb/n [10, 15]. Ana
OTCNEXMBAHUS HeXenaTebHbIX peakuun y AeTen Ha cTaTu-
Hbl Kaxkble 6—12 Mec He06Xx0aMMO onpeaensiTb aKTMBHOCTb
TpaHcamuHa3 U KpeaTuHdochoknHaszbl [15, 18]. Y geten,
B OT/IM4ME OT B3POC/bIX NMALMEHTOB, HEXKEeNaTeNbHble peakK-
UMW Ha cTaTMHbl BO3HMKAOT KpalHe peaKko (4actota —
OK0MNo 1%) W, KaK npaBWiO, MPOXOAAT CaMOMNPOM3BOJIbHO
[50, 60]. MetaaHanna 10 paHOOMM3MPOBaHHbLIX Maauebo-
KOHTPOIMPYEMbIX UCCNEfOBaHWUM (CpeaHM BO3pacT y4acTHU-
KoB — 13 neT) noKasan, YTo CTaTUHbI XOPOLWIO NepeHocaTcs
B JE€TCKOM BO3pacTe M He BAUSIOT Ha POCT M MOSI0OBOE Pa3Bu-
Tne pebeHKa [61, 62]. YCTaHOBMIEHO TaKKe, 4YTO NMpu Havane
Tepanuu ctaTuHamMu B MUHUMabHOW A03UpoBKe B 10-neT-
HEM BO3pacTe K COBEpPLIEHHONETUIO KoHueHTpauusa JIMHM
B KpoBM Ha 15% HUKe, 4Yem Yy HesneyeHbIx nauuneHTos [15].
lMoKa3aHO TaKKe, YTO CTaTWMHbI 3aMeansioT NPorpeccupyto-
uee yBennyeHne TONLWMHBI KOMMIEKca «MHTUMa — meauar
COHHbIX apTepun y AeTen C CEMENHOM TUnepxonecTepuHe-
Muen [63]. Mo gaHHbIM MHOMOLIEHTPOBOrO WMCCAeAOBaHUS
CHARON (Hypercholesterolemia in Children and Adolescents
Taking Rosuvastatin Open Label), Temnbl yBeiM4eHUS TONLWK-
Hbl KOMM/IEKCA «<MHTUMa — MeAna» COHHbIX apTepui B rpynne
[eTer C CeMEeNHOM runepxonectepMHeMuen B BO3pacTe
6-17 net Ha PoHe Tepanuu cTaTUHaMu 6blIn B 2,5 pasza
HUXKE, YeM B rpynne cMbNnHroB 6e3 ceMenHOoW runepxosne-
CTEepUHEMUN. ITO NPUBENO K TOMY, YTO yXKe yepe3 2 roga
TONWMHA KOMMAEKca «MHTMMa — MeAMa» COHHbIX apTepui
B rpynnax He pasnuyanacb (XOTs MICXOAHO TOMLMHE KOMMEK-
ca «MHTMMa — MeAuna» COHHbIX apTepuit Gbla Bbllle B rpynne
[eTEN C CEMENHON rnnepxonectepuHeMunen) [63].

UHrmbutop abcopbumnm annmuagoB

Mpn HeOoOCTUXKEHUM UEeneBon KOHUeHTpauuu JIMHIM
B TeyeHne 4—-6 Hea NPUMEHEHUs MaKCUMMallbHO MnepeHo-
CMMOM [O03MPOBKM CTaTMHa peKomMeHayeTcss fgobaBfieHue
npenapata ¢ APYrMM MEXaHU3MOM TMNOAUNUAEMUYECKOrO
nencteus [55, 64]. B yactHoctH, B Poccuun y geten ¢ 10 net
paspelleH K NPUMEHEHNIO CENEKTUBHbBIN MHIMOGUTOP BCachl-
BaHWSA NTMNUAOB B KMLWEYHUKE 33eTUMMG. [penapat xopoLwo
NEePEHOCUTCS, MOMXKET MPUMEHSATLCA NPW HapyLWeEHUAX QYHK-
LMW MEYEHM U MOYEK U B KOMOMHaLMKW CO cTaTuHamu [15].
B paHaoMu3npoBaHHOM nnaueb60-KOHTPOMPYEMOM MKCChe-
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[0BaHMK 6bI1I0 YCTAHOBMEHO, YTO Yeped 12 Hea nocne Hava-
Na Tepanuu 33eTMMUB0OM KoHueHTpauwms JIMHI cHuxkaeTcs
Ha 27%, a KOHLUEHTpaLunKn obuiero xonectepmHa — Ha 21%
OT UcxogHoro ypoBHs [55]. Mpn KoMBMHaLMK 33eTUMKUBa Co
CTaTMHaMU CHUXKeHUe KoHueHTpauuu JIMHIM < 3,5 mmonb/n
6blN0 3aperucTpmpoBaHo 6onee yem y 90% aeten no cpas-
HeHuto ¢ 53% peTen, NofayyYaBWWX TOIbKO MOHOTepanuio
ctatMHamu [55].

WHrnémntopsl PCSK9

Y 60/1blLIOr0 KONMYECTBa NaLUMEHTOB C CEMENHON runep-
X0/IeECTEPUHEMMUEN HA MOHO- MAM KOMOWHMPOBaHHOW Tepa-
NUK He yaaeTcs AOCTUYb LeneBbix 3HadyeHun JIMHIT u Takum
06pa3oM CHU3UTb PUCK BO3HMKHOBEHWSA paHHMX CC3 [14].
TaK, MO AaHHbIM KOropTHoro uccnegoBaHus SAFEHEART
(Spanish Familial Hypercholesterolemia Cohort Study, yyacTt-
HWKW — nauueHTbl = 18 neT), B pesynbraTe Tepanuu ctatu-
HOM (MOHOTEpanus WA KOMOGUHaLMUA C 93E€TUMUOOM) KOH-
ueHTpauun JIMNHMN < 1,8 mMmonb/n 1 < 2,5 MMonb/n yaanocb
OOCTWUYb NULWb Y OKOMO 5 1 22% NaLMeHTOB COOTBETCTBEHHO.
Mocne go6aBneHns K aTon Tepanun mHrubutopos PCSK9
yepes 2,5 roga uenesoe cHukeHue JIMHIM 6bi10 4OCTUTHY-
TOy 67 n 80% coOTBETCTBEHHO [65]. B HacToslee Bpems
MHrnéumTopbl PCSK9 annpoKymab v 3BONOKyMab — aBa Hau-
60s1ee N3y4YeHHbIX Npenapara aTon rpynnbl [64]. PesynbTtathl
pPaHAOMUW3UPOBAHHOIO ABOMHOIO C/ENoro niawuebo-KoHTPo-
IMPYEMOr0 UCCNefoBaHUs, BRKIOYABLIErO JeTeil C retepo-
3UrOTHOM CEMENHON rMnepxonecTepMHeMMen B Bo3pacTe oT
10 po 17 neT, noKasanu, 4To nocne 24 Hed nevyeHus B rpynne
3BOJIOKYyMaba CHUKeHWe KoHueHTpauun JIMHIM 6bino 6onee
Bblpa*EHHbIM, 4yeM B rpynne nnaue6o (-44,5% npotus
-6,2%) [66]. B Poccun y pgeten ¢ roMo3urotHon ¢opmon
CEMEWNHON runepxonectepuHemmen craple 12 net K npwu-
MEHEHUIO paspelleH TofbKo 3Bosiokymab [10]. lMpenapat
npeaoTBpallaeT gerpagauuo peuentopos JIMHI, yBennyu-
Bas UX AOCTYMHOCTb 419 LMpKyaupyowmnx yactuy, JIMHM [67].

CeKBEeCTPaHTbI KENYHbIX KUC/IOT

CeKBEeCTpPaHTbl XeN4YHblX KMCNOT — npenapaTbl BTOPOM
JIMHUK QNS NeYEHNs CEMENHON runepxonectepuHemmnn [14].
CeKBECTPaHTbl YKEeNYHbIX KUCAOT CHUXKalT KOHLEHTPaLMIo
JIMHI Ha 10-20%, cBA3blBas XKen4Hble KUCNOThbl B MPOCBETE
KuleyHnKa [14]. OgHaKo MX NpUMEHEHUE COMpPoBOXKAaeTCH
BbICOKMM PUCKOM BO3HWKHOBEHMUSI HeXenaTeNbHbIX peak-
LIMA CO CTOPOHbI KEeNyao4HO-KMLIEYHOro TpaKTa (TOWHOTa,
pBOTa, AMapes, cTeaTopes, NoBblIlWEeHHOE ra3o06pa3oBaHme)
N CHUXKEHUS BcacbiBaHUS GONMEBOM KMUCOThbl U HUPOPACT-
BOpMMbIX BUTamuHoB [14, 18]. B Poccun nekapCTBEHHbIE
npenapatbl 3TOM rpynnbl He pa3pelleHbl AN NPUMEHEHKUS
y aeten [18].

MHHOBaLMOHHbIE NeKapCTBEHHbIE CpeacTBa

Jlomutanng — WHIMOGUMTOP MUKPOCOMaNbHOro 6enka-
nepeHocyYmMKa Tpuramuepnaos B nedvyeHn [68]. lpenapaTt
BbI3blBaeT CHWMXXeHWe KoHueHTpauun JIMHIM go 50% 4yepes
26 Hep oT Hayana nedveHus [64]. Bo Bpema Tepanun Heob6-
XOAMMO MPOBOAWNTb MOHUTOPUHI @aKTMBHOCTU TpaHCaMWHa3,
TaK KaK 4yacToW HexenaTefNbHOW peaKkuuen Ha noMutanung
ABNSETCH XKupoBas 60ne3Hb nevyeHun [59]. B peTpocneKTus-
HOM KOropTHOM MccnegoBaHWMM Gbl10 NMOKa3aHo, YTo Mpu-
MEHeHWe NomMuTannga MOXKET aHHYAMpoBaTb MOTPEGHOCTb
B adepese nunonpotenaos y 80% nauMeHTOB B CBA3MU
C Bblpa)XeHHbIM (B cpefHeM Ha 68%) CHUXKEHUEM KOHLIEH-
Tpauuu JIMNHM [64, 69]. Y aeten ¢ romo3urotHon dopmon
CEMENHON TUnepxonecTepuHEMUU NPUMEHEHME NomMUTanMaa
B TedyeHne 20 Mec TaKKe NPUBOAUT K 3HAYUTENIbHOMY CHMU-
YEeHUIo KoHueHTpauuu JIMHI, B cpegHeM Ha 58% oT ucxoa-

HbIX 3Ha4yeHnn nokasatens [70]. OgHaKo 3TOT npenapaT He
paspelweH ans NPUMEHEHUS Y AeTel U MOXET HasHavaTbCs
TO/IbKO B paMKax NporpamMmbl paHHero goctyna nauueHToB
K He3aperncTpupoBaHHbIM IeKapcTBeHHbIM cpeacTteam [70].

MunomepceH — MHLEKLIMOHHOE NEKAPCTBEHHOE cpea-
CTBO, WMHIMGMpyoWee MPOAYKLMIO BCEX NMMOMPOTEUHOB,
coaepxalnx anoB [15, 68]. B paHgommnanpoBaHHOM nnave-
60-KOHTPONNPYEMOM MCCNefoBaHWN BGbIIO YCTAHOBMIEHO, YTO
MuUnomMepceH 4yepesd 13 Hen CHuKan KoHueHTpauuio JIMHIM
Ha 22% v anoB — Ha 20%. OgHaKo y nauMeHTa N3 OCHOBHOM
rpynnbl Ha 15-1 Hea nevyeHns pa3BuiCcs YyMEPEHHbIM CTeaTos
nevyeHn, o6paTtUMbl Nocne NPeKkpaweHns UHbEKLUI MUMNO-
MepceHa [71]. B EBponeickom coto3e u CLUA munomep-
CeH 006peH K NpMMeHeHuto y geten ctapwe 12 net [72].
B Poccun npenapat He 3apernctpupoBaH.

9BUHaKymab — uHrnbutop ANGPTL3 — MOXKeT cTaTb
HOBbIM TepaneBTUYECKUM CPEeACTBOM AN JeYeHus nauu-
eHToB ¢ aucnunuaemuen [55]. ANGPTL3 — aHruonos-
TUH-NMOAOGHbLIN 6EeNOK 3, KOTOPbIN UrpaeT KI4YeBY POb
B MeTabonuame nunuaos [72]. Ero nHrmbrnposaHue B nepu-
depryecKom KpoBM NO3BOJISET JOOUTLCA CHUKEHUSA KOHLIEH-
Tpauuu Tpurnuuepunaos v JIMHI, npu atom gedunumt 6enKka
acCoLMMpPOBaH C OTHOCUTENIbHO HU3KUM PUCKOM pPasBUTUS
CC3 [73]. 3BMHaKymab ogo6peH K MPUMEHEHUIO Yy OeTen
C FOMO3UTroTHOM GOPMOM CEMEWHON rMnepxonecTepuHeMmnm
B CLUA ¢ 12 net [73]. B Poccun nHrnéutop ANGPTL3 He
3aperncTpupoBaH.

MHKNMCcUMpaH — MoNleKyna wmanonm uHTepdepupyto-
wen PHK, KoTopas anuTenbHO WMHrMbupyetr cuHTes PCSK9
[74, 75]. B paHAOMU3UPOBAHHOM MaLeb0-KOHTponpye-
MOM McCnefoBaHWK GblI0 NOKA3aHO, YTO UHKAUCUPAH CHU-
aeT KoHueHTpaumto JIMHI y nauMeHToB C retepo3uror-
HOM OopMON cemenHon runepxonectepnuHemun Ha 48%
no cpaBHeHWO ¢ nnauebo [76]. NMpenmywecTBOM AaHHOro
npenaparta SBASETCA AAUTENbHbIA MHTEpPBaN A03MPOBaHMUS
(BBOAAT MOAKOMXKHO 2—3 pasa B roj), YT0 MOMKET MOBbLICUTb
NPUBEPKEHHOCTb NalUMEHTOB fiedeHuto [74]. Ha cerogHsLw-
HWUM OeHb 6€30NacHOCTb, NEPEHOCUMOCTb N 3DPEKTUBHOCTb
MCMN0/Ib30BaHNA MHKIUCUpPaHa y AeTen B Bo3pacTe oT 12 neT
ucecneayetca B ABYX MHOMOLEHTPOBLIX WMCCNEAOBaHUAX —
ORION-13 1 ORION-16 [77].

Adepes nmnonporengos

B cootBeTctBMM ¢ poccucKumM [10] 1 3apybeHbIMU
KIMHUYECKUMWU peKoMeHaaumsamu [68] no BedeHMo nauu-
E€HTOB C CEMENHON rMnepxonecTepmuHeMmUeEn Npu OTCyTCTBUMU
OTBETa Ha JIEKApCTBEHHYIO Tepanuio y nauueHToB ¢ romo-
3UrOTHON GOPMOWN CEMEWHOM TUMNEPXONeCcTEPUHEMUN UK
TAXKENON reTepo3nroTHorM GopMorn ceEMENHOM runepxonecte-
pUHEMWM pEeKOMeHAyeTcs npoBeaeHue adepesa MNnonpo-
TenagoB. 310 goporoctosias, Ho addeKTuBHaa npoueaypa
3KCTPAKOPMNOpanbHOro yaaneHus NMnonpoTenaos M3 nnas-
Mbl KpoBu [14, 64]. C nomMollblo adepesa yaaeTcs CHU3UTb
KoHueHTpauuto JIMHIM B cpeaHem Ha 50-70% [68], a ero
pesynbTaTbl COXpaHsaoTca A0 2 Hen [64]. Ecnn He yaaeTtcs
[OCTUYb LeneBblx 3HadYeHun JIMHIM, adepes nMnonportenaos
NpPOBOAAT C NepnoanyHocTbio 1 pa3d B 1-2 Hefd 'y NauUMEHTOB
C FOMO3WUroTHOM GOpPMON CEMENHOW TUNEepxosiecTepuHe-
MUK U 1 pa3 B 2—4 Heg — Yy NaLUMEHTOB C reTepo3nroTHOM
dopmon cemenHon runepxonecrepuHemmnn [10]. OgHako
3TO MHBA3MBHas MaHUNyNSALMUS, KOTOpas HeraTMBHO BAUSIET
Ha KayeCTBO }KM3HM MalMeHTa M MOXKET COMPOBOXKAATHCS
TaKUMW HexenaTesNbHbIMU peaKkUuMsaMK, KaK KpoBomnoTeps,
aHeMus, TMNoTeH3us, ronoBHble 6onn [55]. Abepes nuno-
npoTENAOB Y MauMeHTOB C FOMO3UIoTHOM GOpPMOMN ceMen-
HOW rMNepXxonecTepuHeMUM PEKOMEHAYETCH HayYuHaTb yXKe
B 7-neTHem Bo3pacTe [10].



TpaHcnnaHTayns ne4eHm

TpaHcnnaHTauns neyeHn — AOMNOSHUTESNbHBIM BapuaHT
Nle4eHNs 1eTeN C roOMO3MroTHOM GOPMON CEMEWHON runep-
XONECTEPUHEMMUHK, Y KOTOPbIX HE yAaeTcs AOCTUYb LieNeBbIX
3Ha4veHun JIMHI npyv NpUMEHEHUU TUNONMNUAEMUYECKUX
npenapatoB u adepesa nunonpotenaos [14, 17]. YacToTa
NPUMEHEHMS 3TOr0 METOAa B MUPE HEM3BECTHA MO NPUYNHE
OTCYTCTBMS M0OGaNbHOro perucTpa naumMeHToB ¢ TpaHcnaaH-
Tauuen nedvexu [78)]. B pesynsrate ycnewHon TpaHcnaaHTa-
UMK yaaeTcs BOCCTaHOBMTb aKTMBHOCTb peuenTtopos JIMHI
1 TaKnM 06pa3om JobuTbes 3aMeTHOro (40 80% OT MCXOAHbIX
3Ha4YeHM B Te4yeHMe MecsiLa Nnocne onepaumn) CHUKEHUS
KOHUeHTpauwmu JIMHI [14, 78], a Takke 6bICTPON perpeccuu
KOXHbIX U CyXOXMNbHbIX KCaHTOM [78]. B fAnoHnn 10-netHas
BbXXMBAEMOCTb NMOC/e TpaHCMIaHTaLUnn NneYyeHn npesbiaeT
70% [78]. B Poccun nauuneHtam ¢ roMo3urotHon dopmon
CEMENHON TMMNEepxonecTepuHeMmUn TpaHCMAaHTaumio neye-
HW He npoBoAAT. locTTpaHCMNaHTaLUOHHbBIE OCMIOXKHEHUS,
HexBaTKa AOHOPOB M HEOOXOAUMOCTb MOXM3HEHHOW MMMY-
HOCYNPEeCCMBHOW Tepanuu orpaHu4MBatoT 6onee LWMpPOKoe
NPUMEHeHKe 3TOro MeToja fieyenus [14].

MporHos

CemeiHasa runepxonecTepMHeMus xapakTepusyeTcs paH-
HUM pa3BUTMEM aTepoCKiepo3a BCNeACTBME AJIUTENbHO-
ro BO3AENCTBUSA BbICOKMX KOHLEHTPAUMM LIMPKYIUPYIOLWMX
JINHMN Ha cTeHKy apTepuanbHbix cocyaoB [79]. Mpu oTcyT-
CTBUM NeveHns puck passutua NBC y naumeHToB ¢ ceMeNHON
runepxonectepuHemmen B 10—-20 pa3s Bbille, YeM y Ntogen
6e3 runepxonecrepuHemumn [80]. CBOEBpeEMEHHOE Havano
Tepanuu cTaTUHaMW OETEN C CEMEWHOM runepxonecrTepu-
HEMWEN MNPUBOAMT K CTaTUH-OMOCPELOBAHHOMY CHUMEHWIO
JINHN, yto npepoTBpaLLaeT pa3sutne CC3 [15]. B yacTtHocTH,
Obl/10 YCTAHOBJ/IEHO, YTO CPEAN MALMEHTOB C CEMEWHON runep-
xonectepuHemunen B Bo3pacte 30 feT, nonyyaBLlUMX eyeHne
cTaTMHaMK C AeTCcTBa (BCe B TeyeHune 2 neT B paMKax Kiu-
HUYEeCKOro uccnegoBaHusa n 82% B TeyeHue NocneayoLmx
10 net B pamKax 0Obl4HOW KAMHU4YEeCKoW npaKktuku), NBC
otcytcTBoBasna y 100% [81]. Y poautenen y4aCTHMKOB Ucche-
[0BaHUS, KOTOPbIM TaKe Obll MOCTaBNEH AWArHO3 cemen-
HOW rMnepxonecTepuHEMUm, HO Ie4HeHne KOTOPbIX BblN0 Hava-
TO NO3¥e noapocTkoBoro nepuoga, MBC B Bo3pacte 30 net
otcytcTBoBasna y 93% [81]. U3BECTHO TaKXe, YTO CHUXEHUe
KoHueHTpauuu JIMHIM Ha 1 MMOAb/n acCoOLMUPYET CO CHUMKE-
HUEM pUCKa ceplie4HO-COCYAUCTLIX OCTIOXHEHUIN Ha 22% [64].

MepcneKTMBHbIE HanNpaB/eHUs UCCNef0BaHUN

3a nocnegHve 5 net yaanocb A06MTbCA 3HAYUTENbHOMO
nporpecca B reHHoW Tepanuu 6GonesHen yenoseka [82].
[MpMMeHeHWe reHHON Tepanun y 60/bHbIX C CEMEMHOM runep-
XONecTepuHeMUEN MOXET ObiTb TaKXe MepCneKTUBHbLbIM
MEeTOAOM JieyeHus. B 4acTHOCTM, yyuTbiBasi, 4TO CeMeMn-
Hasa runepxonectepuHemus B 85-95% obycnosneHa nato-
reHHbIMW BapuaHTamu B reHe LDLR, BOCCTaHOBEHUE €ro
GYHKLMM C MOMOLLBIO FEHHbIX MPENapaTtoB MOXET MPUBECTH
K YCTOMYMBOMY CHUXKEHWIO KOoHUeHTpauun JIMHM n perpec-
CUW aTepoCKNIEPOTUYECKUX 3aboneBaHUM C MUHUMaASbHbI-
MM NOB60YHbIMK adpdeKTamu [64]. Hanbonee apdEKTUBHbBIM
W TOYHbIM METOAOM KOPPEKLMU HYKEOTUAHOM mnocnenoBa-
TEeNbHOCTU LieNIEBbIX FTEHOB ABNSETCA PeAaKTMpPOBaHWE reHo-
Ma ¢ ucnosb3oBaHneM cucteMmbl CRISPR/Cas-9 [83, 84].
B mopenu Mbiwen ¢ ToyeyHoW MyTauumen reHa LDLR npwu-
MeHeHue cuctembl CRISPR/Cas-9 nossonano [o6uTbes
4acTUYHOro BoccTaHoBeHus akcnpeccun LDLR B renatoum-
Tax WU, KaK CneactBue, 3Ha4YUTENbHOrO CHUXKEHUS KOHLEHTpa-
MM obLLero xonectepuHa, Tpurnnuepunaos v JIMHI B Kposy,
a TaKXe yMeHblleHUs pa3mMepoB Yxe o6pa3oBaBLIMXCA

aTepoCKNEepPOTUYECKUX BNdlWeK B aopTe Ha 72% (B rpynne
KOHTPOSISt He 6bl10 3adUKCUMPOBAHO YMEHbLUEHMSA Mnowann
aTepocKNepoTUYecKux bnsuwek) [84, 85].

B HacTosillee BpeMs aKTMBHO M3y4aloT HOBble 6GMWO-
MapKepbl AN AWArHOCTUKKU AUCAUMULEMUI elle Ha AOKIU-
HUYECKOM CTaguM KaK Yy B3pOC/blX, TaK M y aeten [86].
MepCcneKTUBHbIMKU C 3TOM TOYKM 3PEHUS MOryT OblTb OKMC-
JNIEHHblE NUNUAbl (B YaCTHOCTH, OKMUcNeHHble JIMHI 1 oKkuc-
NIeHHble pochonunubl), TMAONPOTENH X (@HOMabHbIN UMO-
NPOTENH, codepKalmi 60Mblioe KONMYEeCTBO CBOOGOAHOro
obuero xonecteprHa U ochonmMnnaoBs, a TakKe HeboNbLLoe
KONM4ecTBO anonunonpotemHa E), nMnonpoTenH-accouunu-
poBaHHasa docdonmnaza A2 (auetTunruaponasa, aKTUBUpPYLO-
was TpoMoOouMuThl), UepaMuabl (KOMMAOHEHTbl KNETOYHbIX
Memb6paH) [86]. PesynbtaTtbl NPOCMEKTUBHONO KOrOpTHOro
ncenenoBaHus, BKAoYasLwwero 6onee 700 y4acTHUMKOB B BO3-
pacTte ctapuwe 18 net, NpoAEMOHCTPMPOBaANM BO3MOXKHOCTb
MCNOSIb30BAHWUA COOTHOLIEHUS OKUCNEHHbIX docdHonnnmnaos
K anoB Kak He3aBWCMMOro (0T TPaAMLMOHHBbIX aKTopoB
pucKa) npeanktopa 10-neTHEro pucka pasBUTUSA CepaeyHO-
CcocyamcTbIX cobbiTuh [86]. B paHOoOMW3MpoOBaHHOM MnaLle-
60-KOHTPONMPYEMOM MCCNEeaoBaHUKU 6blfo BbISBAEHO, 4YTO
y AeTen C retepo3vroTHOM CEMENHOW rMnepxosiecTepuHe-
MUEN TaKKe PErncTpupyrtoTCs NOBbLIWEHHbIE KOHLIEHTPpaL MK
NMnonpoTerH-accounmnpoBaHHon docdonunasbl A2, KoTo-
pble 3HAa4YMTENbHO CHUXKANUCh MNOC/e Havyana Tepanuu cTaTm-
HaMK1 U KOPPENNPOBAN C UBMEHEHUAMM TONLMHBI KOMMIEK-
ca «MHTMMa — Meguma» COHHbIX apTepui [86]. Hebonbluoe
KO/IMYECTBO MCCNeAoBaHWUM HOBbIX AMArHOCTUYECKMX OGMO-
MapKepoB CEMENHOM MMEPXOECTEPUHEMUN Y AETEN Orpa-
HUYMBAET UX NPUMEHEHWE B NOBCEAHEBHOW NpaKTuKe [86].

MccnegoBaHus nocnefHux NET HanpasfeHbl Takke M Ha
NMOUCK HOBbIX HEMHBA3WBHbLIX CMOCOOOB CKPUHWHIa CeMen-
HOW runepxonectepnHemun. Tak, nsydaetrcs 3adPeKTMBHOCTb
CKPUHUHIa CEMEWHOW TMnepxonecTepMHEMUM Ha OCHOBa-
HWW A@HHbIX O KOHLEHTpauun obLLero xonectepuHa B CiatoHe
neten [87]. ByacTHOCTH, 6blf10 YCTAHOBMIEHO, YTO MeAnaHa KOH-
LIeHTpaLuKn 06LLEro Xo/leCTEPUHA B CIIOHE Y IETEN C CEMENHOM
runepxonectepuHemumen 6oina Bbllle, YEM Yy NauMeHToB 6e3
ancannuaeMun. OgHaKo Koppensuum Mexay ypoBHeM obLero
XONecTeprHa B CMOHE M Nna3Me 06HapyXeHo He 6b11o [87].

3AKJ/IIOMEHME

CeMenHas runepxonectepMHemMms — pacnpoCcTpaHeH-
HOe MOHOreHHoe 3abonieBaHue, NpoTeKaloLee ¢ BbICOKMMM
KOHLEHTpaumsamun obliero xonectepuHa w JIMHI B nnas-
Me KpoBW. [nnTenbHOe BO3AENCTBME BbICOKMX KOHLIEHTpa-
LM aTeporeHHbIX MMNONPOTENAO0B Ha CTEHKY apTepuanbHbIX
COCyOB MpUBOAMUT K npexaeBpemMeHHomy passutuio MBC.
CemenHas ruvnepxonectepMHeMmns Hacnegyetcs no ayTo-
COMHO-AOMWHAHTHOMY TWMY, MO3TOMY MPW BbISBAEHUN HOCK-
Tena naTtoreHHoro BapuaHTa HeobxoauMo obcnegoBaHue
€ero POACTBEHHWKOB MO MPWMHLIUNY KACKagHOro CKPUHMHrA.
CeMenHbIM aHaMHe3 paHHUX CepAedYHO-CoCcyanCTbIX 3abose-
BaHWM U NOBbILUEHHbIE KOHLEHTPaL MK 06LEro XxonectTepmHa
n JIMHM 9BRgioTca KNOYEBLIMU KPUTEPUSAMUM 019 Hanpas-
NeHus pebeHka K npodwuibHOMY creunanucty (OeTcKkomy
Kapauonory, npoweawemMy AOMNOAHUTENbHYIO MNOArOTOBKY
no NMNUAONOIMK) ANA PELUEHUs BONpoca O HEOBGXOAMMOCTH
NpOBeAEHNS FTEeHETUYECKOro TeCTUpoBaHUs. JledyeHne peten
C reTepo3uroTHonm GOpPMON CEMEWHOM runepxonecTepuHe-
MWK HEOBXOAMMO HayMHaTb ¢ MoANDMKALMK 06pa3a KU3HHK
M B MEpBYlO o4yepedb C Ha3Ha4YeHUs AWUETbl C NMOHWUMKEHHbIM
COAEPKaHMEM KMPOB M OrpaHUYEHNEM EXXELHEBHOI0 NOTPE6-
neHuns xonectepuHa. B 8-10-neTHeM BoO3pacTe K Tepanuu
MOTyT 6bITb A0GaBMEHbl TMNONMNUAEMUYECKUE npenapartbl.
[eTtam ¢ roMo31MroTHOM GOpPMOKN CEMENHOW TMNEPXONecTepu-
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HEMWM MeAWKaMeHTO3HOe NeYeHne Heo6X0ANMO Ha3HaYUTb
cpasy nocne ycTaHOBMEHWA guarHo3a. PaHHee BbiiBNeHWe
CEMENHOM rMnepxonecTepnuHeMnn y 4eTEN U CBOEBPEMEHHOE
Hayano aJeKBaTHOM NUMNUACHMXKAOWEN Tepanuu No3BONST
YMEHbLNTb PUCK NPOrPECcCUPOBaHNA aTEPOCKIEPO3a U, Kak
CneacTBMe, PUCK MHBaNMAM3auMM M CMEpPTU OT CepAeyvHO-
CoCcyancTbiXx 3aboieBaHKI B CTaplleM Bo3pacTe.
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Pa6oTa BbinonHeHa npu ¢drMHaHCOBOW noaaepxKe KasaH-
CKOrO rocyapCTBEHHOro MEAULIMHCKOro yHWBepcuTeTa,
rpaHT MexayHapoAHOro Hay4yHOro coBeTa A/ MONOAbIX
yyeHbIx (nonydyatens — CanaxoBa K.P, 2022).
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BHyTpuyTpOGHbIN NepeKkpyT KUCTbl SMYHMKA SIBJIIETCS Hanbosiee YacTbiM OC/IOKHEHUEM KMCT SMYHUKOB Y BHYTPUYTPOOHOIo
pebeHKa. B noctHaTtasibHOM nepuoae AaHHas naToaorus npoTekaet 6ecCUMTOMHO, YTO 3aTPYAHSET ANarHOCTUKY, B 0COOEH-
HOCTM ec/im NPU3HaKK nepeKkpyTa He 6blin 06HapyIKeHb! 40 POXXAEHUS. B saHHOM 0630pe npeacTaBieHbl KOUTEPUU, UCI0/Tb-
3yeMble B rpe- 1 NoCTHaTaAbHOM ANarHOCTUKE NepeKpyTa KUCTbl AMYHUKA. BblaeneHbl OCHOBHbIE y/IbTPa3BYKOBbIE MapKepbl,
pPaccMoTpeHbl BO3MOXKHOCTHU ncrnosib3oBaHusi MPT. CBoeBpeMeHHasi AnarHoCTMKa [aHHOro COCTOSIHWUSI B rpeHaTtaslbHbik
rnepnoz cnocobeTByeT b6osiee TuaTe/lbHOMYy 06C/1e40BaHNI0 pebeHKa NMOCae POXKAEHUS, YTO NO3BOJUT ONPEAEIUTb TaKTUKY
BeEHUSI, COXPaHNTb PENPOAYKTUBHYIO QYHKLIMIO JEBOYKU U N36EIKATL OCI0KHEHMI CO CTOPOHbI APYTUX OPraHoB U CUCTEM.
KnioyeBblie cnoBa: BHyTpMYyTPOOHbIN MEPEKPYT KUCTbI SIMYHUKA, KUCTa SMYHUKA Yy BHYTPUYTPOBHOro pebeHKa, npeHatabHas
AnarHocTuKa, NocTHaTa bHasi AMarHoCTUKa

Ansa yntupoBaHns: Cnéupckas E.B., KapayeHuoBa U.B., MuHaxetanHoBa A.P,, HepHblweBa M.HO., XanpynnuHa A.A. lNpeHa-

TanbHas M NocTHaTaNbHasA AMarHOCTUKA BHYTPUYTPOGHOMO NEPEKPYTA KUCTbl SUYHWKA. BOMpockl COBPEMEHHO nearuaTpuu.
2023;22(3):241-245. doi: https://doi.org/10.15690/vsp.v22i3.2578

BBEOAEHME pa3BUTUM OCHOBHYIO POJiIb UrPaeT CTUMYNALUA AUYHUKOB
KncTbl AMYHUKOB — Hanbonee YacTble aHoManuu 6pioLL- BHYTPUYTPOOGHOro pebeHKa MaTepUHCKUMKU ICTporeHa-
HOM MOJSIOCTH Yy BHYTPUYTPOOBHOIo pebeHKa, BCTpeyatolmecs MW, deTanbHbIMKU TOHAZOTPOMMHAMKU U XOPUOHUYECKUM
npumepHo B 1 cnydae Ha 2000-3000 poaos [1]. Bonpoc roHagoTPONMHOM. TaKe M3BECTHO, YTO YacToTa BCTpevae-
3TUONOTUU KUCT SIMYHUKOB Y BHYTPUYTPOOHOTrO pebeHKa MOCTU yBeNnn4MBaeTcs npu 6epemMeHHOCTAX, OC/IOKHEH-
OCTaeTCs OTKPbITbIM, OAHAKO NpeanosaraeTcs, Y4To B WX HbIX CaxapHbIM JMabeToM MaTepu, pe3yc-UMMyHU3auuen
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Prenatal and Postnatal Diagnosis of Intrauterine Ovarian Torsion

Intrauterine ovarian torsion is the most common complication of ovarian cysts in fetuses. This pathology is asymptomatic in the postnatal
period, thus, it is difficult to diagnose especially in cases then torsion signs were not revealed before birth. This review presents the
criteria used in pre- and postnatal diagnosis of ovarian torsion. The main ultrasound markers were identified, as well as the possibilities
of using MRI were considered. Timely diagnosis of this pathology in prenatal period contributes to more careful examination of the child
after birth. This will determine the management tactics, preserve girl's reproductive function, and avoid any complications from other
organs and systems.
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M npeaknamncuen [2]. Kpome Toro, noBbllIEHHbIE YPOBHM
TMpeoTponHoro ropMoHa (TTI) MoryT UMUTUPOBaTb 3P dEKTDI
BbICOKOr0 YPOBHS 3-CyObeANHMLbI XOPUOHWMYECKOr0 roHaao0-
TponuHa YenoBeKa (B-XIMY), 4To 06bACHAETCA CTPYKTYPHbIM
CXOACTBOM MEXAY BbILEYNOMSHYTHIMX FOPMOHaMM, @ TaKKe
MX peuenTtopamMu, Bbl3biBasi aHaNorM4YHble, Kak U Npu CTUMy-
NAUMKU APYTMMM MaTEPUHCKUMKU FOPMOHaMM, OCNOMHEHUS
B BUAE KUCT AMYHUKOB BHYTPUYTPOOHOro pebeHka [3].

B 60/bLIMHCTBE ClyYaeB HeOHaTallbHblE KUCTbl SUYHM-
KOB MMEIOT 61aronpusTHbIA NPOrHO3, OJHAKO CYLLECTBYET
psa OCNOMHEHWN, cpean KOTOopbIXx Hanbonee pacnpocTpa-
HEHHbIM ABNSETCS BHYTPUYTPOOHbLIM NEPEKPYT KUCTbl AMUY-
HUKa (50-78%). 3TO OAMKTYET HEOBXOAMMOCTb TWATENbHOIO
o6cnegoBaHns NpuW NOAO3PEHMM Ha AaHHYO NAaTONOMMIO AN
CBOEBPEMEHHOIO JIe4EHUS U COXPaHEHUS PENPOAYKTUB-
HOM dYyHKUMK [4].

MepeKpyT KUCTbl AMYHUKa NpeacTaBaseT CO60M MOHbIN
WY YaCTUYHbBIV NEPEeKPYT AUYHWKA Ha ero CBA3Kax, KOTopbIn
B KOHEYHOM WTOre MNPMBOAMT K HapyLleHWo KpoBoobpa-
WeHUa B AMYHUKE U ero HeKpo3y [5]. B HeKoTOpbIX cinyyasx
(11%) nepeKpyT KUCTbl SSIMYHUKA COMPOBOXAAETCH KPOBOU3-
nmsgHuem ¢ GoOpMMPOBAHUEM FEMOPPArMYeckKon KucTbl [6B].
Takne KUCTbl CONpsiXKeHbl ¢ 60/iee 3HAYUTENbHLIM PUCKOM,
TaK KaK BO3MOXHa ux nepdopauns [7].

Bonee BbicOKas BEPOSTHOCTb NEpPeKpyTa KUCT SSMYHMKA
y BHYTPUYTPOGHOIO U HOBOPOXKAEHHOIO pebeHKka 06ycnoB-
fleHa 0COBEHHOCTAMM MX CBA304YHOrO annapaTa, oTau4yato-
LWMMU ero oT TaKOBOr0 Yy B3POC/bIX: OH 061ajaeT MeHbLUewN
NPOYHOCTbIO BCMEACTBME HELOCTAaTOMHOrO CUHTE3a Konna-
reHa v 6osee BbICOKOW PaCTIXMMOCTbIO 3a CHET AENCTBUSA
nnaLeHTapHbIX U MaTEPUHCKUX 3CTpPoreHoB. Kpome Toro,
aHaTOMWYECKUMU MpeanocblikaMu 06bACHAETCS Hanbonee
yacTas IoKann3auns KUCT 1, KaK CneacTBue, nepekpyra —
B OpIOWHON nonoctu cnpaBa. KWUCTbl y BHYTPUYTPOGHOIO
pebeHKa NpeuMMyLeCcTBEHHO pacrnonaratTcs B OPIOLWHOM
NoOOCTM N3-3a OTHOCHTENLHO HEGO/bLLMX PAa3MeEPOB Masioro
Tasa [8]. daKT Toro, 4TO AaHHasa natonorus o6Hapy*unBa-
eTCs Yalle cnpaBa, CBSA3blBalOT ¢ 60/1e€ TeCHbIM aHaTOMMU-
YECKMM pPacnoNoXKeHUeM CUIrMOBUAHOM KULWKW W NeBOro
AnYHuKa [9, 10].

BHYTPMYTPOGHbLIN MEPEKPYT KUCTbl SIMHHUKA SBNSETCS
XMPYPru4ecKon natosiorMen M B HEKOTOPbIX Caydasx Tpe-
OyeT onepaTtMBHOrO Jie4eHUs B MOCTHaTaJbHOM MNepuo-
fe [11]. HecmoTps Ha To, 4TO B OGOJIbLUMHCTBE Cly4Yaes
[laHHOE OC/I0XHEHWE NPOTEKaeT 6eCCUMMMNTOMHO, OHO MOXET
He TO/IbKO NoBJ/ieYb 3a CO60M yTpaTy PenpoayKTUBHOM PYHK-
LMK, HO M CTaTb MPUYMHOW KMBHEYrPOXKAIOLWETO COCTOSHMUS
HOBOPOX/AEHHOW. C NepeKpPyTOM KUCTbl SMYHUKa CBA3bIBAOT
pa3BUTME PECMMPATOPHOro ANCTPECCa NIoAa, AMCTOLMM Nie-
4YMKOB, CUHAPOMA BHE3amnHom 4ETCKOM cMepTH [7].

OBLWME NPUHLUNDbLI AUATHOCTUKH

3HaHWe OMarHOCTUYEeCKMX MPU3HAKOB AaHHOW naTo-
JIOrMK NO3BONSET BbIOpPATb rPaAaMOTHYIO TaKTUKY BeAeHWs
nauuMeHTKM C Haubonee 6NArONPUATHLIM MPOrHO30M.
BaxHOCTb TWaTeNbHON AMArHOCTUKKU ONpeaensieTcs u CNoxX-
HOCTSIMM B BE€HMM NaLMEHTOK C 6€CCUMMNTOMHbBIM TEYEHU-
eM. B Takux cnyyqasix peKomeHayeTcs npoBeaeHue XMpypru-
4YeCKOoro BmellaTeNbCTBa B ciiyyae 60/blWnX (= 4 MM) Un
CNOXHbIX KMCT [1].

Kak B npe-, Tak U B MOCTHaTanbHOM Mepuoge ynbTpa-
3BYKOBOE uccnegoBaHue (Y3W) aBnaetca Hanbonee MHOop-
MaTUBHbIM METO[IOM AMArHOCTUKM KUCT iMYHKMKOB [12, 13].

B coBpemeHHOW nuTepaTtype CyLIEeCTBYET YNbTpa3ByKOBas
KnaccudurKaumsa, cornacHo KOTOPOW BbIAeNsoT ABa BuAaa
KUCT AMYHMKa — NPOCTble W CNOXHble. [TpocTas Knucra auy-
HMKa — 3TO OAHOKaMepHas KUCTa, MMelolwas npaBuiibHble
oYepTaHusl, TOHKYIO CTEHKY U OAHOPOAHOE BHYTPUKUCTO3HOE
cofepxnmoe. CnoxHble KUCTbI, HAaMpPOTUB, UMEIOT YTOSLLEH-
HYIO CTEHKY, HEOHOPOAHOE COAEPKMUMOE C KPOBOUINUAHNS-
MU, Neperopoakamu n seretaumamu [14].

[pyruM BaKHbIM Y/IbTPA3BYKOBbIM MapamMeTpoM siBAs-
eTcs pas3Mep KUCTbl. Mpy 3TOM MWHMManbHbIM pPa3MepoM
cpesa 1S AMArHOCTUKM KUCTbl IMYHUMKa cuyuTatloT 20 MM,
MAKOCTHblIE 06pa30BaHMa MeHee 3Toro pa3mMepa MAEHTU-
duumMpyloTea Kak QOonKyn siM4HUKa. Mo pa3mepy KWUCTbl
TaKXKe AenaT Ha ABe rpynnbl — 60/blOro U Manoro pasme-
pa, NOrpaHnYHbIM MEXAY HUMK CHUTaLOT 3HadYeHne B 40 MMm.
M3BECTHO, YTO PUCK OCMIOXHEHUI, B TOM 4uUCne NepeKkpyTa,
3HA4YUTENbHO Bbllle B KaTEropuM CIOMHbIX KUCT 6ONbLWOro
pa3mepa Mo CpaBHEHUIO C MPOCTbIMKU KUCTAaMW Manoro pas-
mepa [9, 15, 16].

NMPEHATAJIbHAAl AUATHOCTUKA

[epeKpyT KUCTbl AU4HUKa Hanbonee 4acTo NPOUCXOANT
BHYTPUYTPOOGHO (92%), XOTA BO3MOXHa W MoCTHaTalbHas
NPOrpeccust KUCTbl SIMYHWKA C Pa3BUTMEM OC/IOXKHEHWUN.
B npeHaTanbHOM Nepuoge KUCTa sMYHUKA AMarHocTupyer-
Csl BO BPeEMS PYTUHHOIO CKPUHUHIa 6epeMeHHOoM, 06bl4HO
B Il TpumecTpe. Mo pasznuMyHbiM AaHHbIM, BU3yanu3auus
CTaHOBMTCA BO3MOXHOM B cpeaHeM B 24-37 Hepn Gepe-
MEHHOCTH [6, 8].

KnuHuyeckasa KaptuHa

B nutepatype onucaH KOCBEHHbIM MapKep, KOTOPbIK
MOXHO OGHapPYXUTb MPWU MEPEKPYTE KUCTbl SUYHWKA NpPU
nposeaeHun Kapauotokorpadumn (KT unm aycKynbrauum
BHYTPUYTPOOHOro pebeHKka, — 3TO pa3BUTUE TaxuKapauu
[6, 12]. JaHHOe nposiBNEHME MOXKET OblTb CUMMATOMOM aHe-
MWK, 06YCNOBAEHHOM OBGLUIMPHBIM BHYTPUKUCTO3HBIM KPOBO-
UBNUSHUEM UK CAABNEHWEM COCYOB AMYHUKa BCNeacTBUE
nepeKkpyTa, KoTopble NPUBOAAT K HapyLIEHWUIO reMoANHaMK-
KW U Pa3BUTUIO TMMOKCUM BHYTPUYTPOOHOro pebeHKa. TakKe
CYLLECTBYIOT JaHHbIE O Pa3BUTUN MHOIOBOAMS, YTO ABAAETCH
CNneficTBMEM OOGCTPYKLIMM TOHKOM KULLKK NpU ee MexaHu4e-
CKOM cpaaBneHuu Kuctow [12]. Mpu BbICOKOW OBCTPYKLMMU
NULEBaAPUTENBHOMO TpaKTa BHYTPUYTPOOHOro pebeHKa npo-
MCXOOWT HapylweHune 3arnaTtbiBaHns U aacopoumnm aMHUOTU-
YECKOW KUOKOCTU, BO3HWKAET MNONNIUAPOAMHUOH.

YnbTpa3ByKoBO€e UCCiefoBaHue

[JnarHocTMKa nepekpyta KUCTbl SMYHWMKA BO Bpems
6epeMeHHOCTV 3aTpyaHeHa. CyulecTByeT M3BECTHbIN YNbT-
pPa3BYKOBOW MapKep nepekpyta SAMYHUKa — MKWAKOCTHOWM
ypoBeHb [14], ogHaKO BO BHYTPUYTPOOHOM Mepuoae OH
onpefenseTcs pexe, Yem Mnocne POoXKAEHWs, NMo3TOMYy CTO-
UT BbIENUTb HEKOTOPblE APyrMe Mpu3HaKW, No3Bonstoline
3anoAo03puTb AaHHOE OCIOXHEHME. [1TaTOrHOMOHWYHbBIM NPK-
3HAKOM AIMYHUKOBOIO MPOUCXOXKAEHUS KUCTbl BHYTPUYTPOO-
HOro pebeHKa TaKXe cHMTaeTcs NPU3HaK «4O4YEPHEN KUCTbI»,
KOTOPbIV YKa3blBAET Ha Hann4ne BTOPUYHON KUCTbl MEHbLLE-
ro pa3mepa B NoJIOCTU NEPBUYHOM KUCThI [3].

Mpn oBHapyKEHWUN YNbLTPA3BYKOBLIX MPU3HAKOB CJ/IOX-
HOW KMUCTbl IM4HMKa 6OMbLUMX Pa3mMepoB CTOMUT 3aayMaTbCes
00 y)Ke MMeloLLEeMCs BHYTPUYTPOBHOM NepeKpyTe UK BbiCO-
KON BEPOSITHOCTU €ro BOSHUKHOBEHUS B TeYeHne 6epeMeH-



HOCTM. HecMoTpsi Ha WM3BECTHYIO B3aMMOCBA3b pa3mepa
W XapaKTepa KUCT U PasBUTUSA OCMIOKHEHWI, BEPOATHOCTb
nepeKkpyTa NpocTbiX U MasblX KUCT AUYHWUKOB TaKMKe cylle-
CTBYET, 4YTO HEOAHOKPATHO OMWCbIBaNOCL B nuUTepatype
[8, 14, 15]. CnepgoBaTtenbHO, O6Hapy*eHUe Nt6OW KWUCThI
SIMYHUKA B MpeHaTaNbHOM Nepuoae SIBASETCS NMoKasaHWem
ansa 6onee TUWATENBHOrO MOHUTOPWPOBAHUS BHYTPUYTPOO-
HOro pebeHKa A0 KOHLIa 6ePEMEHHOCTU U MOCIE POXKAEHUS.

MarHuTHoO-pe3oHaHCcHada Tomorpadusa

MarHuTHo-pe3oHaHcHasa Tomorpadusa (MPT) asnsaeTtcs
anbTepHaATMBON AN19 NpeHaTanbHON OLLEHKM CTPYKTYP BHYTPU-
YyTPOGHOro pebeHKa B cryyasix, Koraa ynbTpasByKoBas BU3ya-
NM3auunsa 3aTPyAHEHA, YTO MOXKET 6blTb CBA3AHO C MOMOKEHM-
€M BHYTPUYTPOBHOro pebeHkKa, ManoBOANEM, MHOTOBOANEM,
NnoBbILLEHHON Maccon Tena matepu [12]. MNoka3zaHuem ans
nposeaeHnsa npeHatanbHoro MPT-uccnefoBaHua sBAsSeTcCS
HEeOB6X0AUMOCTb UCKITIOYEHUS MW NOATBEPKAEHUS NEPEKPY-
Ta KUCTbI anyHuKa [9]. Kpome Toro, 6narogaps aTomy uccne-
[LOBAHMIO MOXXHO UCKJTIOYUTb MHOMME MaToNornu, CXoXKM1e no
Y3-KapTuHe ¢ BHYTPUYTPOOHbLIM NEPEKPYTOM KUCTbI SIUYHUKA,
TaKMe KaK 3/10Ka4yecTBEHHble HOBOOGPA30BaHUS SAWYHMKA.
Mpn nepekpyte Ha MPT-CHUMKe BU3yanu3unpyrloTcs yBeu-
YEHHbIV AMYHMK HEOOHOPOLHOM CTPYKTYPbl M KUCTa, BHYTPU
KOTOpon 6yaeT onpeaensatbCs NPU3HaK XUAKOCTHOIMO ypoB-
HS — MapKep, NO3BOAIOWMIA UCKIOUYUTL 3T0KAaYECTBEHHYIO
onyxosib iM4HUKa [12].

NMOCTHATAJIbHASI AUATHOCTUKA

B 6onbwunHcTBe cnyvaeB (80%) BHYTPUYTPOOHbLIA nepe-
KPYT KMUCTbl SIMYHWKA BO3MOXHO BMEPBbIe BU3yann3npoBaTb
NWWb nocne poxaeHus. MNpu 06HaPYXKEHUN KUCTbl SUYHUKA
BHYTPUYTPOOHO B NEpBble HEAENN XU3HWU NPOBOAAT 06Cneo-
BaHWE HOBOPOXAEHHOWM C LieNbio NOATBEPXKAEHNS AMarHo3a
M AMHAMMWYECKOW OLEHKM ANS WCKIOYEHUS BO3MOXKHOMO
nepekpyta. Takas cTpaTerMss MOXKET WCKIYWUTb Heonpas-
[JAaHHOE XMpypruyeckoe BMeLWaTeNbCTBO B HeOHaTalbHOM
nepuoge [17].

Mpu paHHEN AMarHOCTMKE NepeKpyTa BOSMOXKHO NpoBe-
feHuve 6onee WaasaLlero XMpypruiyeckoro BmellaTenbctea —
pacKpy4MBaHUA KWUCTbl C MaKCUMManbHbIM COXPaHEeHWeM
HEeNoBPEX/AEHHOM TKaHU AnYHKKa. MNpu no3gHeM obHapyrKe-
HWUU MEepeKpyTa BO3HUKAIOT HeobpaTUMble HEKPOTUYECKKUE
U3MEHEHUs IMYHUKa, Y4TO [enaeT ero CoxpaHeHwe HeBO3-
MOXHbIM, U €OWHCTBEHHbIM BapWaHTOM JIe4YEeHUS B TaKOM
cnyyae fIBNsSieTCs OBapuoaKToMus. Kpome Toro, nepekpyt
KWUCTbl MOXET MPMBECTU K TaKUM COCTOSIHUSIM, KaK KuLIey-
Has HEeMpPOXOAMMOCTb, OTEK MOJSIOBLIX Y6, pPecnuMpaTopHble
paccTponcTBa, ayroamnytauus fUYHUKa C nocrneaytollen
MUrpaumen KanbUMdUUMPOBAHHBIX MacC, B CBSISW C 4YeM
HeobxoaMMa KaK MOXHO 60/iee paHHAa AMarHocTuKa, YTobbl
nsbexaTb yBenuMyeHus ob6bema XMPYypruyeckoro BMela-
TenbcTBa [7, 14].

KnuHuyeckasa KaptuHa

B 6051blUMHCTBE Cly4aeB Te4YeHne nepeKkpyTa KUCTbl Suy-
HMKa B MNOCTHaTanbHOM nepuoge 6eccumntomMHo [10]. Pegko
BHYTPUYTPOOHbLIA MNEePEeKpPyT MOMKET NposBNaTbCsS abaoMu-
HanbHOM 60MblO, yBENNYeHMeM o6bema XMBOTa, NNMXopag-
KoK, pBoTow [4]. TakKe B paHHEM HeoHaTallbHOM Mnepuoae
NEePKPYT MOXKET CONMPOBOXKAATLCH FPKUM NPOSIBJAEHUEM Op-
MOHa/IbHOro KpU3a: Harpy6aHMeM MOMIOYHbIX Kenes u Baru-
HanbHbIM KpOBOTEYEHHEM [7].

YnbTpa3ByKoBoOe€ UccnegoBaHue

lMpv nocTHaTaNbHOW coHOrpadun BHYTPUYTPOOHbBIN
NepeKpyT AUYHUKa onpefensietcs B BWAE CMOMKHOW KUCTbI
C NpU3HaKamMu BHYTPEHHEro KPOBOW3NWSHUSA, 4TO OyaeT
COMpOBOXAaTbCs BbiABAEHWEM MNpU Y3 rMnepaxoreHHoro
COAEPKUMOTO M KUOKOCTHOro ypoBHs [14, 18].

Kpome Toro, KUCTbl NpU NepeKkpyTe UMEDT aHOManbHY0
9XOreHHOCTb CTEHOK, KOTopas nposiBaserca Mo npuaHa-
KOM [BOMHOM CTEHKM, IGO0 TOJICTON TMMNEPIXOrEHHOWN CTEH-
KoW. MNpu3HaK ABOMHOM CTEHKM Ha Y3W MOXET ObITb TaKKe
OGHapyXeH W MpU KULIEYHOW JyNIMKaTUBHOM Kucte [16].
CnepoBaTenbHO, NpyM OBHApPYKEHWWM B OPIOWHOW MOSIOCTU
06pa3oBaHus C 4BOMHOM CTEHKOM cneayeT avddepeHumnpo-
BaTb 3T [1IBa COCTOSAHUS.

Ewe oagHMM KOCBEHHbIM NPU3HAKOM MepeKpyTa Ha COHO-
rpamMmme ABASETCH NPUBHAK «axypHOW ceTur». [pu nepeKkpyte
B npeaenax Kuctbl GOPMMUPYETCH KPOBOMU3UAHME, a Ha
YNbTPa3BYKOBOW KapTUHE YH4acTOK KPOBOMUSUSHUS KaxKeTcs
rMNepPaXoreHHbIM N0 CPaBHEHMIO C MpuexKallen Hopmanb-
HOW MapeHXUMOMn snYHWKa. B ocTpon ctaguu nepekpyta
dopMupyeTcs CryctoK, 3atem OH NoABEepraetcs remMosusy,
4YTO MPUBOAUT K MOSIBNEHUIO TOHKUX 3XOTMEHHbIX PETUKYNSA-
LM, BU3yaNbHO CXOXMX C BOJIOKHAMM aXKypHoM ceTu. Takas
yNbTPa3BYKOBAsA HaxofKa XOTb M ABASeTca HecneuuduyHom
NS NepexkpyTa aM4YHUKa, UMEET 3HaYeHUe B OLLlEHKE BPEMEH-
HOW 3BONIOLIMM FEeMOoppParmyecKom KUCTbl AMYHMKA 1 MOMOora-
€T B ee AnarHocTuke [16].

B HeKoTOpbIX ciy4yasx npu NpoBeAEHMM NOCTHATabHOIO
Y3U MOXKHO 3aMeTUTb KanbLUndUKaLmio BAONb CTEHKU KUCTbI.
Kak v BbliBNeHWE NOBbILWEHHON 3XOr€HHOCTU M YTONLLEHUS
CTEHKM, JaHHbIN MPU3HAK OTpaXKaeT nWeMnyecKoe M3MeHe-
HWE CTEHKM KUCTbI C ee Nocneayowmm 06bi3BECTBAEHNUEM.

AUWATHOCTUKA UCXOA0B BHYTPUYTPOBHOIO

NEPEKPYTA AUMHUKOB

3HavyeHne AMHaMMYecKoro HabMIoAeHUs TaKKe onpeje-
NeTca BO3MOXHOCTbIO KpanHUX MCXOA0B BHYTPUYTPOOHOrO
nepeKkpyTa KUCTbl AMYHMKa — camMopacKpyYnBaHuUs n perpec-
Ca KUCTbl SIMYHMKA WK e ero aytoamnytaumu [9, 18].

AyToamnyTtauusa SiM4HMKa — BO3MOMXHbIK KOHEYHbIN
pesynbTaT nepekpyta SMYHUKa Mpu ero XpoHMYeCcKoM Teve-
HuK. Mpn dopmMHUpPOBaHMK MNEPEKpPyTa KUCTbl B MpoLecc
BOBJIEKAIOTCA COCYy/bl, C/lefoBaTeNlbHO, MPOUCXOAUT Hapylue-
HWEe KPOBOCHaOXEHUA ANYHMKA, B KOHEYHOM UTOre NpuBoAS-
Liee K HeKpo3y. A OJHMM U3 UCXOA0B HEKPO3a, KaK U3BECTHO,
ABNSETCA ayToamnyTauus.

lMocKoNbKy ayTtoamnyTauus BCTpevyaeTcs AO0BOJbHO
penko, B nutepatype HeT eaMHOro MHEHWSI OTHOCUTENbHO
ee anarHoctukm [9]. Kak npaBwno, npu npoBeaeHun Y3U
B GPIOLIHOM NOMOCTU UK B NMOMIOCTU Manoro Tasa 0OHapyu-
BaeTcsi CBOOGOAHO NMaBatowas KUCTO3Hasi Macca C BO3MOXK-
HOW KanbuuduKaumen. No MHEeHUO 60MbLIMHCTBA aBTOPOB,
chnepyeT pacueHuBaTb Kak NpU3Hak ayroamnyTtaunn name-
HEHWE PacnoNoXKeHUs SMYHUKa Ha GOHE CNOXHbIX KUCT [16].
OAHaKo y HOBOPOXAEHHbIX U AeTel rpygHoro Bo3pacra fuy-
HWUKKU 6onee NOABUKHbI, YEM Y MaLMEHTOB CTapLlero Bo3pac-
Ta, NO3TOMY M3MEHEeHWe NoKanuM3auun SM4HUKa He Bcerga
YKa3blBaET Ha Hann4ne aytoamnyTaLuu, YTO Bbl3biBAET TPYA-
HOCTW B MOCTAHOBKe AuarHosa [6]. [na npoBeaeHus audode-
peHLManbHOM AMarHoCTUKM psia aBTOPOB TaKXKe npeanarator
MAEHTMOMUMPOBATb KUCTO3HbIE MAacChbl B pa3HbIX MO3ULMAX
W CpaBHMBATb MpeHaTalbHble U NOCTHaTaslbHbIE YbTPa3BY-
KOBbI€ CHUMKM [9].
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[MpK COMHUTENBHOM AMarHo3e uauM NoA0O3PEeHUU Ha 3N10-
KayecTBeHHOe o6pa3oBaHune npoBoautca MPT. [daHHoe
ncenegoBaHne obnagaetr 3HAYUTENbHOW AMArHOCTUYECKOM
LLEHHOCTbIO, TaK KaK MOXeT NOMOYb NoATBepPAnUTb WK OMnpo-
BEPrHyTb AMarHo3s, npu Heo6xo4AMMOCTH BOBPEMS NPOBECTH
XUPYpPruveckoe nevyeHne 1, Tem caMblM, NPefoTBpaTUTb BO3-
MOXHbl€ OCNOXHEeHUs [9].

Heo6xoaMMO NoHMMAaTb, YTO TOYHbIK AMArHO3 MOXEeT
ObITb YCTAHOB/IEH NULLb NPKU OGHAPYKEHUU NEPEKPYTA KUCThI
SIMYHMKA MHTPaoNepaLMOHHO C NocneayloLu MM ructonornye-
CKMM 3aK/to4eHneM Nno pesynbrataM UcciefoBaHus yaaneH-
HOoro o6paszoBaHusa [12]. [MCToOnorMyeckoe wuccnegoBaHue
Heo6X0AMMO N5 TOro, YTo6bl OLLEHUTb TUM KUCTbI M Hanpa-
BWUTb NaLMeHTa Ha AanbHenlee ob6cnegoBaHMe B 3aBUCUMO-
CTK OT pe3y/braTa. bonbWNHCTBO KUCT SUHHUKOB, OGHaPYKU-
BaeMbIX Y BHYTPUYTPOOHbIX AE€TEN U HOBOPOXKAEHHbIX, UMEIOT
GONNKYNAPHYIO UK TEKaNOTEMHOBYIO Npupoay (93%) n cesi-
3aHbl C rOPMOHaNbHbIM AMcbHanaHCcoM, BO3HMKAIOWKMM BO
Bpemsa 6epemeHHocTH [9]. Mpu rMCTONOrMYecKOM onucaHum
npenapara oTMevaloTcs AUCTPpodUYEeCKMe N3MEeHEHUA CTPO-
Mbl IMYHWKA, KanbUMPUKaLUSA, KPOBOU3NUSHUA U OBLUMPHbIN
KOoarynsiMoHHbIM HEKPO3 [4].

AUOOEPEHLUANNIbHAA AUATHOCTUKA

Ana anddepeHumanbHOM AMarHOCTUKM KUCTO3HbIX 06pa-
30BaHWM Manoro Tasa BHYTPUYTPOOHOrO pebeHKa Bark-
HOe 3HayeHWe WMEET onpeaesneHne NPuU3HaKoB, OTIMYalo-
WMX KUCTbl SIMYHMKOB OT HeoBapwuanbHbIX KUCT. CornacHo
uccnefoBaHuio, NpoBeaeHHOMY KaHaacKnMm KOHCOPLIMYMOM
uccnefoBaHU B 061acTn 4ETCKOM XMPYPruu, Ha HeoBapu-
anbHOEe MPOMUCXOXAEHUE YKa3blBalOT YETKOe onpeaeneHune
opraHa MpOUCXOXAEHUS, BblBiEHWE Ha 6onee paHHMX
cpoKax 6epeMeHHocTH (23,5 Hea npotvB 33,5 Hepd), MeHb-
LMK AMameTp Npy NepBMYHOM OBHAPYXEHUU NpeHaTanbHOM
Knctbl (15,8 mm npotue 39,7 MM) M UBMEHEHUE xapaKTepa
KWUCTbl MpW YNbTPa3BYKOBOM MCCneAoBaHUU (OT MPOCTOro
K CIoXKHOMY) [19].

MepeKpyT KNCTbl SMYHMKa TPeByeT NPoBEAEHNS TLaTeb-
HOM AvddepeHUnanbHOW OMArHOCTUKK, TaK KaK 3a Bbllle-
OMUCaHHbIMW YNbTPa3BYKOBbIMWU MPU3HAKaMW MOTYT CKpbl-
BaTbCs MaTONOrMM HE TONbKO PEMNPOAYKTUBHOM CUCTEMBI,
HO W Xenyao4YHO-KULWEYHOro TpaKTa, MOYEBbILENUTENbHOM
CUCTEMDI.

OfHUM 13 Hanbonee 4acTo BCTpeYatoWwmnxcs AnarHo30.,
KOTOPbIN MOMET 6bITb ONUCaAH C MOMOLLbIO NPeHaTasbHOro
YNbTPa3BYKOBOr0 MccieaoBaHua u TpebyeT anddepeHun-
anbHOM AMArHOCTUKM C KUCTOM SIMYHMKA, ABASETCS KUCTa
noYyku. Knctbl noyek 6biBatoT OAMHOYHBIMU U MHOXECTBEH-
HbIMKU M OGHapyXuBalTCA B 06/1aCTM MOYEK, MPU 3TOM
MOryT BM3yalU3MPOBATbCA WM3MEHEHUS aAPXUMTEKTOHUKM
noyek. Takxke ana anddepeHUManbHON AMArHOCTUKM pac-
cMaTpuBatoTcs rmapoHedpos 1 ypetepouene. mapoHedpos
onucblBaeTcs Kak obpa3oBaHue, npuieratouiee K no3Bo-
HOYHOMY CTONGY U AedOopMUpPYIOLLEE MOYEYHYIO JIOXaHKY,
ypeTepoLiene e pacnonaraetcs y Mmecta BnageHus B moye-
BOW Ny3blIpb.

O6pa30BaHNs B KENyAOYHO-KULLIEYHOM TpaKTe, KOTO-
pble MOXHO MPUHATbL BO BHUMaHME, 4acTo Nerko AgnarHoc-
TUPYIOTCS, MOCKOMIbKY OHW MPUKPENNSIOTCA K COOTBETCTBYIO-
LWMM OpraHam v He MMELOT MPU3HAKOB, XapaKTepHbIX Ans
KUCT amyHuKa [3]. Kak npaBuno, cy3uTb AMarHoctuye-
CKMW MOMCK MOXHO, ONnupasicb Ha aHaTOMMW4YEeCKMe B3a-

MMOCBS3M U COMYTCTBYIOLME HAXOAKU, TaKMe KaK CUrHa-
Typa CTEHKM KULIKK, Habniogaemas npu Ay6aupyloLmx
KucTax; KanbuuduKauuu, Habniogaemble Npu NCeBAo-
KWCTax MEKOHUSA; CBSA3b C MEYEeHOYHOW apTepuen npu
KucTax xonefoxa. Takxe B JMArHOCTUKe NOMOraeT OpUeH-
TMPOBAaTbLCH OKpyKaloulas napeHxuma, B 4aCTHOCTU Mpw
KWUCTax NevyeHu, cene3eHKn, NoLXKeNnyao4HOoM Kenesbl Uu
HaAno4Ye4yHWUKOB [2].

3AKJ/IIOYEHUE

JnarHoctuka BHYTPUYTPOOHOIO MepeKkpyTa KUCTbl SnY-
HWKa MMeeT P 0COBEHHOCTEN, KOTOPbIE BaXHO y4YnTbIBaTb
Ons BblGOpa MpaBWIbHOM CTpaTernn BeAeHMus, KoTopas
NO3BOJIUT N36EXKaTb BOSMOMKHbIX OCOXHEHUI M ONPEeEnUTb
afeKBaTHbI 06bEM XMPYPrMYECKOro BMeLaTenbeTBa.

[NaBHbIMU YNbETPa3BYKOBbIMU MapKepaMu BHYTPUYTPOG-
HOrO nepeKkpyTa KUCTbl SIMYHUKA SABNSIOTCA XWAKOCTHOWM
YPOBEHb U TMNEP3XOreHHOEe BHYTPUKUCTO3HOE BKIOYEHME.
OOHaKo [daHHble MPU3HaKW He Bcerga ob6HapyXuBaloTcs
B NpeHaTtanbHoM nepuoge. OLeHKa COCTOSAHUS BHYTPUYTPOO-
HOrO M HOBOPOXAEHHOrO pebeHKa, a TaKXKe Takue ynbTpa-
3BYKOBbIE€ KPUTEPUM, KaK MPU3HAK aXKypHOM CETU 1 NPU3HaK
[BOVHOW CTEHKU, MOTYT FOBOPUTb O BO3MOXHOCTU NepeKpyTa
KUCTbl IMYHMKA W SBASIOTCA KPUTEPUSAMU ONS NPOBEAEHMS
anbdepeHuanbHOM AUarHOCTUKM.

CTOUT OTMETUTb, YTO YNbTPA3BYKOBas XapaKTepuCTUKa
KUCTbI HE IBASIETCS MaBHbIM NPEAUKTOPOM BO3HUKHOBEHMUS
nepeKkpyTa, U faxke Npu OTCYTCTBMU MOKa3aHWM K XMpPypru-
4YeCKOMY BMellaTeNbCTBY MOHUTOPUHI HOBOPOX/AEHHOM A0S-
YKEH MPOAO0IKATbCA A0 MOSHOIO perpecca KUCTbI.

PYTUHHBIN @nropuTmM AMArHOCTUKM He BKIOYaeT B cebs
MPT, ooHaKo ee ncnonb3oBaHWe B ONpeaeneHHbIX cUuTyalm-
X Heo6XxoaAMMO ANs BbiGopa AanbHENLIEN TAKTUKKU BEAEHUS
naumneHTKM.

Takum 06pa3oM, TulaTenbHOE MNpe- U MNoCTHaTalbHoe
MOHWTOPUPOBAHWE C MOHMMaHWEM BCEX AWArHOCTUYECKMX
HI0OQHCOB CMOCO6GCTBYET CBOEBPEMEHHOMY Havasny Je4eHus
M COXPaHEHMUIO PEMPOAYKTUBHOIO 340P0BbS NaLUEHTKH.
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MannnatnBHas MeauLmMHCKas MOMOLb KaK cucTeMa cylecTyeT B Poccumn Yyt 6osee 10 neTt. [1py aT0M B KaxKgoM permoHe
cxema oKasaHusi TaKoM MoMOLUM U ee MHOPACTPYKTypa UMeIOT JIOKa/lbHble 0COOeHHOCTHU. B cTaThbe npeAcTaB/ieHbl pe3y/ib-
TaTbl aHan3a COCTOSAHUA U JOCTYNHOCTHU MajiMaTtMBHON MEANLMHCKOM NOMOLUM B [TepMCKOM Kpae, 06CYKAEeHbl ee CUIIbHbIe
n cnabble CTOPOHbI, UMeloLUMe 3HaYeHne 4151 NPUHATUS YNPaBieHYECKUX PeLUeHMn 1 onpeaeseHns HanpaBieHUI AallbHeMN-
Lero pa3BuTUs NasIMaTtMBHOM NMOMOLLM [ETSM.
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BBEAEHMUE

MannnatuBHas meauumHcKas nomouwb (MMIM) getam
noapa3ymeBaeT aKTUBHYIO BCECTOPOHHIO MOMOLLb Teny,
pasymy 1 ayxy pebeHka u ero ceMmbe. OHa TpebyeT LWMPOKO-
ro MEXAMCLMNIMHAPHOro noaxoaa, cMsaryatowero dGuaunye-
CKMM, MCUXOIOTMYECKUI U COLManbHbIN AMCTPecC pebeHKa,
BKJIOYAET YIEHOB CEMbM U UCMONb3YET AOCTYMHbIE PECYPChI
obulecTBa [1]. MeXancunnamHapHbIi Noaxos ¢ o6a3artesb-
HbIM BOBJIEYEHMEM CEMbM MaLMeHTa U obLecTBa — BaXk-
HbI OpraHW3aUMOHHbIN NMPUHLMN NanaMaTMBHOW MOMOLLM

AETAM, peanu3aumio KOToporo o6ecnevymBaloT Kak Meau-
LUMHCKME (Bpay-neaumatp u/unuM Bpady no nanjivaTUBHOM
NOMOLUM, MEAULMHCKas cecTpa), TaK U HEMEeAULIMHCKKE cre-
unanuctbl. Mpn HeobxoaMMOCTH K oKasaHuio MMI getam
MOTYT 6bITb NMPUBAEYEHbI BPayu y3KMX cneunannsdanmin no
NpoduI0 OCHOBHOIO 3ab6osieBaHMs (HEBPOIOTK, OHKOJIOMHK,
XUpypru). BaxHbIM 418 opraHn3auunm BCECTOPOHHEN MOMO-
WM NauneHTy U ero ceMbe SBNSeTcs BO3MOXHOCTb Mpu-
BfieYeHUs1 K paboTe KOMaHAbl COTPYAHMKOB COLUManbHbIX
cny»K6, obpasoBaTe/ibHbIX YYpPEXAEHUW, npeacraButTenen
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6naroTBOpUTENbHLIX POHAOB, BOMIOHTEPOB, PEAUTMO3HbIX
06beanHEHUN. YNpaBneHYeCcKne pelleHns no ganbHenwemy
pa3BuTtuio cuctemsl MNMI (Ha npumMepe 0AHOro U3 Cy6bEKTOB
Poccuiickon ®epepaumm — MepMcKoro Kpas) GdopMupytoTcs
Ha OCHOBE aHanu3a pernoHasnbHbIX 0COOGEHHOCTEN pacnpe-
LeNeHUs NaLUMeHTOB Mo TEPPUTOPUN CYyGbEKTA, BO3MOMXKHOC-
TeW AN co3daHus U KaapoBOro obecrneyeHus oTAesbHbIX
cepBuCcoB cnyxo6bl [TMIT geTam.

W3 UCTOPUMU CTAHOBJIEHUS NANITMATUBHOM

MEAMLIMHCKOW NOMOLYU AETAM

B Poccuitickon degepalmm CTaHOBNEHWE CUCTEMbI OKa-
3aHusa [IMI1 getam Hadvanocb B 90-e rr. XX B. C OTKPbITUS
B MOCKBE NnepBbIX XOCMUCOB, OPUEHTUPOBAHHbIX Ha MOMOLLb
JIETAM C OHKOMIOrMYeCKMMK 3a60neBaHUAMM, a 3aTeEM U nep-
BOro OTAeneHus nannnmatuBHomn nomolun B 2006 r. MNo3gHee
oTAeneHue paclupunocb A0 MOCKOBCKOro LieHTpa nan-
nMaTMBHOM nomolun ¢ aABymsa dopMamMu okazanus MMM —
cTaunoHapHon U ambynaTopHou [2]. B nocneaywowem otae-
NIeHMa NaninatMBHOM MOMOLLM [EeTAM M [JEeTCKME XOCMMUCHI
OTKpbIBaANNCb M B Apyrux ropoaax Poccuiickon deaepauuu.
Tak, Hanpumep, B 2010 r. B CaHKT-lleTepbypre Ha4vano
paboty CaHkT-lleTepbyprckoe rocyaapCTBEHHOE aBTOHOM-
HOE y4ypexxaeHne 34paBooXpaHeHns «XoCcnue (GETCKUM)».

Ykasom lMpeaunaeHTta Poccuinckon deagepaumnm ot 1 UoHa
2012 r. N® 761 «O HauuoHanbHOW cTpaTernn OencTBUin
B MHTepecax geten Ha 2012-2017 rogbl» 6blna nocTaBieHa
3agadva cosgatb B Poccuum cnyx6y MMM getam ¢ TsxenbiMu
HensneynmbiMM 3aboneBaHuaMU. MIMEHHO 3Ta cTpaTterus
nocnyuna Havanom cuctemHoro passutua [MI getam
B Poccuun. BaxkHoe 3HayeHue anda passutuga MMM nmeet
nyénukaunsa B 2016 r. pyCcCKOA3bIYHOro nepesoa «XapTuu
npae ymupatuiero pebeHkar» [3]. o Hawemy MHeHMUIO,
MEeXAyHapOoaHbIM ONbIT HAGMOAEHUS 3@ NaUMEHTaMU, U30-
YEHHbIN B XapTuu, nomor chopmMmnpoBatb B Poccuu ryMaHu-
cTnyeckuin nogxofd K NMIT Ha 0OCHOBE NPU3HAHHbIX 3TUYECKMX
NMPUHLMNOB, TaKMX KaK NpaBoO NauueHTa Ha yBarKeHue Nny-
HOCTH, BblpaxKeHMWe CBOWX 4YyBCTB, MOTPeOGHOCTb B 0b6Lle-
HUKM C OGAN3KMMM, BO3MOXKHOCTb OTKa3a OT 6ecnepcrek-
TUBHbIX MW U3BBLITOYHO O0BPEMEHUTENbHbLIX BMELIATENbCTB.
CylLLECTBEHHbINM BKIag B pa3BUTUE NaaiMaTMBHOM MOMOLLM
[leTaM BHECNO BBeAeHWe B MNPaKTUYECKyld AesTeNlbHOCTb
MopagKka OKasaHua NaniMaTMBHOWM MEAULMHCKOW MOMOLLM
JeTaM; Ans nanivaTMBHbIX MauMEHTOB OblM CHOPMYIUPO-
BaHbl MOKa3aHWA K HanpaBieHuo Ha oka3aHue M1, npuH-
uMnbl paboTbl amOynaToOpPHbIX M CTaLMOHAPHbIX CAYyxXKO6 [4].
YTBEpKAEHME coBMecTHoro [lpukada MwuH3gpaBa Poccuum
n MunTpyaa Poccum «O6 yTBepxaeHuu NonoxeHus o6 opra-
HM3aUMW OKa3aHWs NanaMaTMBHON MEeAWLIMHCKOM MOMOLLUM,
BKJIlOYAs NMOPSA0K B3aUMOAENCTBUS MEAWULIMHCKUX OpraHu-
3alMi, opraHusalmi coumanbHOro o6CayKMBaH1a U obLle-
CTBEHHbIX 06beANHEHNN, UHbIX HEKOMMEPYECKMX OpraHu3a-
LIMR, OCYLLECTBAIOWMNX CBOIO AEATENBHOCTb B chepe oxpaHbl
3[10POBbSA» MO3BOJIUIO 3aKPENUTb MEXAUCUMUMNIMHAPHbIN
noaxoa, nojpasyMeBatoWnin B3anmMoaencTBue MeanLMHCKUX
opraHuM3auumn, opraHusaumin coumnanbHOro 06CAYXKMBaHUS

MU OOLLECTBEHHbIX OpraHuM3auun, ApYyrux HEKOMMEPYECKMUX
opraHmM3auum, oCyLWecTBASIIOWNX CBO AEATENbHOCTb B che-
pe oxpaHbl 300poBbs [5].

CUCTEMA OKA3AHMS NAJUTUATUBHOM

MEAWLIMHCKO! NOMOLLM AETAM

B MEPMCKOM KPAE

0O6LHe faHHble O peruoHe

MNepMcKMn Kpan — cyGbeKT Poccuiickon Peaepaumm
B cocTaBe [Tp1MBOMKCKOro dpeaepanbHOro oKpyra, naouwaab Tep-
putopun — 160,2 TbIC. KB. KM, MaKcumaJsbHas NpoTaxeHHOCTb
C ceBepa Ha tor — 645 KM, ¢ 3anaga Ha BOCTOK — 417,5 KM.
06Las YncneHHocTb Hacenenns — 2556,9 TbiC. YHeNoBeK, B TOM
yucne nuu B Bospacte ot 0 go 14 netr — 492 864, ot 15 no
19 net — 139 499 yenoseK (No gaHHbIM Ha 01.01.2022) [6].
AOMWHUCTPATUBHbIN LIEHTP Kpast — ropoa Nepmb.

YyeT nauMeHToB, HyKAaloLWmxcs

B Na/UIMaTUBHOW MEAULMHCKOW NMOMOLLU

MNMoTtpe6HoCTb aeten B MMI1 B epMCKOM Kpae o06CyK-
Janacb HaMu paHee (oaHHble 2019 r.) [7]. B cooTBeTCTBMMU
¢ lNpukazom MuH3gpaBa lepmckoro Kpas oT 15.07.2016
Ne C3/[ 34-01-06-510 «O BegeHuu perucrtpa OeTen, HyxK-
JaloWMXCs B ManaMatMBHOW MOMOLLM» YYeT naainatMBHbIX
nauueHToB B Kpae BefeTcs B dopme peructpa ¢ 2016 T. [8].
[aHHble O nauueHTax BHOCHAT B PErucTp Ha OCHOBaHWW
3aK/o4YeHUs BpadyebHon komuceuu [7]. B 2017 r. B peructp
O6blnM BKIKOYEHbI JaHHble yxe 445 pgeten B Bo3pacTe A0
17 net [8]. B nocnegyowme 5 net (K gekabpro 2022 r.)
MX KOMMYecTBO yBenuuunocb Ao 518, manm Ha 16% (cob-
CTBEHHble Heonyb/nKoBaHHble AaHHble). pn aTom 6onee
40% peTen npoXKMBanM Ha MOMEHT BKIIKOYEHUS B PErUCTP
B I. MepMn 1 6AMKaANWNX K agMUHUCTPATUBHOMY LEHTPY
parnoHax (cM. Tabnuuy). B pernctp Bxkao4aoT nepcoHanbHble
[JaHHble nauneHToB (dbamuansa, Mms, OT4ECTBO, BO3pacT,
MECTO MPOXKMBaAHUS), a TaKKe AaHHble O HaMYUK NOKa3aHUn
K NannnatMBHOM NMOMOLLM. TO NO3BOASET Bble34HbIM Nanan-
aTMBHbIM C/ly)K6aM CBOEBPEMEHHO MoyyYaTb MHGOPMaLIMIO
0 geTsax, Hyxgatouwmxea B MMM, dopmunpoBatb Ansd naumeH-
Ta ero MHAMBWMAYaNbHbIM MaaH HaGAAEHWS U MO AaHHbIM
M3 EgnHON MHOOPMALMOHHOM CUCTEMbI 34PaBOOXPaHEHUS
lMepMcKoro Kpas y4ecTb ero noTpebHOCTU B MEAMLMHCKMUX
N3AENUSAX U APYrUX HEOBXOAMMbBIX pecypcax.

Mpu aHanuze perucTpa Aeten, Hyxaatowmuxcs B MMI,
BCTpeyaloTcs cnyyvan (HeonybMKOBaHHbIE JaHHble, Konnye-
CTBO HE PEerucTpuMpoBaiv) BHECEHUS B PErUCTP MauMeHTOB
C TAXENbIMU XPOHUYECKMMK 3aboneBaHUsiMK 6e3 Mnokasa-
HuW K TIMIT. T1o HaleMy MHEHUIO, 3TO MOXKET BbITb CBA3AHO
C HefOCTaTOYHOM KOMMETEHTHOCTbIO MeanaTpoB Mo BOMpo-
cam okasaHus MNMI1. B HacToslee Bpems 419 pelleHms aTon
npo6nembl Bpayu Bble3AHbIX NaaInaTUBHbIX CNyX6 NpoBo-
OST MOHWTOPUHI MauUMEHTOB, AaHHblE KOTOPbIX BKJOYEHbI
B perncTp. B COMHUTENbHBIX Cy4asx NauueHTbl HanpaBas-
0TCS Ha NOBTOPHYIO BpayebHyl0 KOMUCCUIO, KOTOpasi BHOBb
aHanM3npyeT MOKa3aHUS U MOXKET MPUHATb pelleHne 06
WCKNOYEHUN JaHHbIX NaLMeHTa n3 peructpa.

Ta6nuua. PacnpegeneHve nauneHToB, Hyxaatowmxes B [MI1, B [lepMcKoM Kpae (AaHHble Ha aeKkabpb 2022 T1.)
Table. Distribution of patients requiring palliative care in Perm Krai (data on December 2022)

Tepputopuu MepmcKoro Kpas

Yacrora, a6c. (%)

KuwepTtb, Opaa, CykcyH, OKTa6pbcKkuin, bepe3oBka, HankoBckui, YepHyuwka, Kyeaa, Enoso, bapaa,
Komu-TNepmsauKunn aBTOHOMHbIR OKpyr, YycoBoW, JlbicbBa, [OpHO3aBOACK, pemMsavmHeK, Kusen

LleHTpanbHble paioHbl: [epmb, Mepmckui paiioH, KpacHokaMck, MNMonasHa, JobpsHKa, UnbUHCKKI 224 (43,2)
[pyruve (oTaaneHHble OT LieHTpa) TeppuTtopuun: ConnkamckK, bepesHunku, KpacHoBuiuepckK, YepabiHb,
AneKkcaHApoBcK, HbiTBa, Kaparan, Cusa, O4ep, OxaHcK, BepewarnHo, HYactole, b. CocHoBa, KyHryp, 294 (56,8)
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CoumnanbHaf neguaTpusa U opraHusaLusa 3apaBooXpaHeHuUs

Elle oaHon 3Ha4YMmon Npo6aeMon, 3aTpyaHsaoLen nos-
HbIK OXBaT Bcex Hyxaatwmxcsa B MMM nauneHToB, aBnseTcs
OTKa3 3aKOHHbIX NpeactaBuTenen pebeHKa OT ero Habno-
[EeHUs Bble34HbIMW NananaTMBHbIMKU cnyx6amu. B atom cny-
Yae pebeHOK Npoao/mKaeT NosydyaTb NEPBUYHYIO BpavyebHyto
MMM no o6palaeMocTn B YCNOBUSAX MEPBUYHON MEAMKO-
caHuTapHon nomouwu. Takas npobnema pewaerca nyrem
HEOAHOKPATHOrO Pa3bACHEHWUS 3aKOHHLIM NpeacTaBUTENSM
nauneHToB CyTW NanaMaTMBHON NMOMOLLKU, OPraHU3aLMOHHbIX
0COBEHHOCTEN €€ OKa3aHUs; B psfe cny4yaeB TpebyeTcs npo-
deccroHanbHaa noaaep:Ka ncuxonora, KOTopbl nomoraet
ceMbe nauueHTa oco3HaTb (PaKT HeEM3neynmonm 60Ne3HU
W NPUHATb NOMOLb CreunanmcToB. MNpu 3TOM BaXHO OTMe-
TWUTb, YTO NPU HaNW4MKM y pebeHKa NoKal3aHWn K creuunanu-
3upoBaHHoM [MMI1 B ycnoBumsx cTallMOHapa 0TKa3 3aKOHHOMo
npeacrasutens pebeHKka oT aMbynaTOpHOro COMpPoBOXKAeE-
HWMS He NUwWaeT pebGeHKa NpaBa Ha rocnuTanuaaumio B oTae-
fleHne naninaTtMBHOM NOMOLLM AETAM.

Bonpoc cBOEBPEMEHHOCTM BK/IOYEHUS MNALMEHTOB
B PErucTp Hamu noapobHo He mayvancsa. OgHaKo BCTpedva-
lOTCS CnyyYau, Korga JaHHble NauMeHTa BHOCATCS B PErucTp
M pebeHOoK nepepaeTcsa noAa HabnwaeHWe nanInaTuBHbIX
cny>k6 Ha No3gHeM 3Tane, Korga OH yXKe UMeeT TArocTHble
CcMMNTOMbI. M0 HaWeMy MHEHUIO, B OCHOBHOM 3TO MaLUEHTbI,
NPOXOAaLME ANnUTeNbHOE NeveHne B NPodUIbHbIX CTaLMOHa-
pax no OCHOBHOMY XpPOHWYECKOMY 3aboneBaHuto. [oatomy
CTOWT NMOMHMTb, YTO OKa3aHWe NananaTMBHON MeAULMHCKOM
NMOMOLLM BO3MOXHO M MPU KypaTMBHOM fle4eHUn pebeHKa.
CneumnannctaMu Bble3aHblx cnyx6 r. [lepmu Begetca paboTta
no paHHen MHTerpauuu NauMeHTOB OHKOMOMMYEeCcKoro mnpo-
duna B mannmMatMBHYO NOMOLLb Ha 3Tane, Koraa MporHos
3ab0neBaHuUs pebeHKa elle HeaceH. B aTom cnyvyae pebeHoK
M ero cembsi MOTYT MoaydYaTb MCUXONOTMYECKYHD, OYXOBHYIO
W COLManbHO-NPaBOBYIO NOMOLLb, @ Bpay Mo nanivaTuBHOM
MOMOLLU — KOHTPOAMPOBATL NOSIBAEHWE TATOCTHbIX CUMMTO-
MOB, B TOM 4ucie 601eBOro CMHAPOMA, M Ha3HavyaTb CUMMTO-
MaTUYeCKOE ieyeHme.

[na cBOEBPEMEHHOrO BbIIBNEHUS NaLMEHTOB, HyXKAalo-
wmxca B MMI Ha ambynatopHOM 3Tane, cneunanucTtamu
Bble€3HbIX CAyK6 NPOBOAATCA pPeErynspHble CeMUHapbl
B MOJMKIMHUKAX ropoja W Tepputopusax Kpas B dopmarte
BUAEOKOH(EPEHLICBA3MK.

CTpyKTypa 3aboneBaHun y geten, Hyxagatouwmxesa B MMM,
CYLLECTBEHHO OT/IMYAETCA OT TaKOBOW y B3POC/bIX MaLMEH-
TOB. Y nocnegHux Hanbosnee YyacTbiM ocHoBaHuem ansa MNMII,
no AaHHbiM BcemMupHOM opraHusaumm 34paBOOXPaHEHUS,
ABNSAIOTCHA cepaedHo-cocyancTble (38,5%) 1 OHKONornyeckue
3a6oneBaHus (34%). B Poccumn B CTPYKTYpe NauueHToB B BO3-
pacte Ao 18 nert, Hy)KAaloWmMXcs B NaaiMaTMBHOW NMOMOLLN,
42% npuxoamTcs Ha BPOXKAEHHbIE MOPOKN Pa3BUTUS U FEHe-
TMYeckue 3aboneBaHus (B 60/blUen CTENEHU NMOPOKK pas-
BUTUS LEHTPaSbHON HEPBHOW CUCTEMbI, HEMPOMBbILLEYHbIE
W HenpoaereHepaTuBHble 3ab6oneBaHuns), 23% — Ha 6ones-
HU cepaeYvyHO-cocyancTon cuctembl, 12% — 60/1€3HU HEOHa-
TanbHOro nepuoaa, 7% — OHKOJIOrMYeckue 3aboneBaHus,
16% — ppyrue HeoHKonornyeckune 6onesHu [9]. B Mepmckom
Kpae y geten MMI1 Kak B ambynaTopHbIX, TaK U CTaluMOHap-
HbIX ycnoBusax B 65—70% cny4yaeB OKa3blBaeTcs B CBA3MU
C NaToJIoOrMeN LEeHTpasbHOM HEPBHOM CUCTEMbl (AETCKUMK
LepebpanbHbli Napanny TSXeNon cTeneHn, HempogereHepa-
TUBHble 3aboneBaHns, dapMaKOpPe3nUCTEHTHANA anunencus),
pexe (0Kono 16%) — ¢ BPOXAEHHbIMU MOPOKaMU pa3BUTUS,
HOBOOGpa3oBaHUAMU (5%), COCTOAHUAMM MEpPUHaTaNIbHOro
nepuoga (4,5%), nocneacTtBUAMU NepeHeceHHbIX NHOEKLM-
OHHbIX 3a6oneBaHui (7,5%) (COBCTBEHHbIE HEOMYONMKOBAH-
Hble AaHHble). [1o HalleMy MHEHWI0, pa3Huua B CTPYKType
nauneHToB, UMmelowmnx 60Ne3HN HeoHaTalbHOro nepuoja,

CBSi3aHa C HU3KUM YPOBHEM Pa3BUTUS NepuHaTasibHON nan-
nuatMBHon nomolum B [lepMcKoM Kpae, a npeobnajaHuve
nauneHToB ¢ 3ab60n1eBaHUSIMU HEPBHOM CUCTEMbI, BEPOSATHO,
CBSI3aHO ¢ Haubonblien obpallaeMoCTblo NauMeHToOB 3TOM
rpynnbl B MEAULMHCKME OpraHM3aLmm.

CneuunanusMpoBaHHas najaiMaTtuBHas

MeAMLMHCKas NoOMOoLb

B lNepmckom Kpae cneunanuaumpoBaHHasa MMl getam
oKasbiBaeTca ¢ 2014 r. B AETCKOM OTAENEeHMW nannua-
TUBHOW MeAMLMHCKOW nomouwm (12 KOeK, 2 KpyrnocyTtou-
HbIX CECTPUHCKMUX nocTa) [leTCKOM KIMHUYECKOM BOSIbHULLbI
(AKB) N2 13 [10]. PaboTy oTaeneHunsa obecrnevynBaeT Mex-
oucumnianMHapHas KomaHga Bpaden (neguatp, HEBPOJION,
aHecTe3nonor-peaHMMaTosnor, AMeTosor), CpeagHero Meau-
LIMHCKOro nepcoHana, a Take KIMHWMYEeCKOro rncuxosnora,
Bocnutartens, yuutena-gedekronora. LLItTaTHoOe KOMYECTBO
COTPYAHMKOB, MO COCTOSIHMIO Ha sHBapb 2023 r. cocTaB-
nget 35 yenoBekK, cpean KOTOpbIX ABa Bpaya-neguatpa,
HEBPOJION, aHecTe3nonor-peaHmMaTonor, AUETONOr, Ku-
HUYECKMM NCUXONOT, coumnanbHbl paboTHMK. OcTaBLytocH
YyacTb COCTaBASAT MeAWLMHCKME CecTpbl M Maaglwun
MeAULMHCKUIA nepcoHan. MNpu HeobXxoAMMOCTM K OKa3a-
HWIO MOMOLLM MOTYT GblTb MPUBAEYEHbI COTPYAHUKN APYTUX
neyebHO-AMarHOCTUYECKMNX M BCNOMOraTe/bHbIX Mogpasae-
NeHun ctaumoHapa. B 2019, 2020 1 2021 rr. B OTAENEHUHU
6b1/10 NponeyeHo 196, 131 1 179 geten COOTBETCTBEHHO;
CpefHss 3aHATOCTb KOMKK coctaBuna 347, 333 n 357 cyT.
B otaenenuu MMI1 rocnutanuaupyoTca AeTM B Bo3pacTe
oT 1 mec o 18 neT, n3 Hnx okono 40% — naumMeHTbl, NpPo-
wuBatoume B 1. Nepmn. OCHOBHbIE NMOKa3aHWUAa ANa rocnu-
Tann3aunn — 370 NoAGOpP MM KOpPPEKUMs Tepanuu npwu
PE3UCTEHTHOM CYAOPOXKHOM cuHapome (32,2%), ANCTOHMU-
YeCKUX aTaKax (6,7%), TAXKeNon HYTPUTUBHOW HeaocTaToY-
HOCTH (38,4%), BblpaxKEHHbIX peCNUPaTOPHbIX HapyLEeHUAX
(14,4%), Hekynupyemom 601€BOM CUHAPOME Y NauMeHTOB
C OHKOJ/JIOTMYECKMMMU W HEOHKONOrnMyecknumu 3aboneBa-
HUsSMUK (8,3%).

Manatbl Ana AEeTENn, HyxOaloWKUXCs B pecnupaTtopHOM
NnoAAepKKe, OCHaLLEHHbIe cUCTEMaMK ANs NOAadYu KUCI0pO-
na, GyHKUMoHUpYLoT B otaeneHuu MMI ¢ 2020 r. Mpu BO3-
HMKHOBEHMM AblXaTefbHbIX PACCTPOMCTB NOMOLLb MNaLMUEHTY
OKa3sblBaeTcs Ha MecTe, 6e3 nepeBoja B peaHMMaLMOHHOe
oTaeneHuve. BolgeneHo 6 nanat Ans NauMeHTOB, HAXOASALLIMX-
CSl Ha OIMTeNIbHOW pecnupaTopHOM NogaepKKe (npoaneHHas
WCKYCCTBEHHasa BeHTUnauus nerkmx (UBJ1)). Kaxkgas nanata
MMeEeT OHO KOMKO-MecCTO. B TaKux ycnoBusx COBMECTHOe
npebbiBaHMe pebeHKa C poauTenssMn He UMeeT Mpensdr-
CTBUW M peanusyetcs Ans KomdopTta pebeHka. B 2020 r.
nepcoHan oTaeneHus BnepBble 06y4nn poauTenen BEHTUNS-
TOpP-3aBMCUMOro NaumMeHTa paboTe ¢ pecnupaTopHbIM 060-
pyAoBaHMEM, Y4TO MO3BOMIM/O YCNELWHO nepeBecTu pebeHKa
C OIUTENIbHOM pecnupaTopHOM MOAAEPKKOM Ha AOMalUHWK
pexuMm. B ycnoBusx otaenenusa 3a 2021 r. pecnupatopHyto
noaaepKKy noayy4nnun 73 nayueHTa.

MexaucumnanHapHas nomoub B otaeneHuu MNMMIN npea-
nonaraeTt NpPoBeAeHne He TONbKO MeAWKaMEHTO3HOW Tepa-
MWK, HO M KOMMEKCa CoLManbHO-Neaarornyeckomn, BKIYato-
e KOHCcynbTauuu cneumanucToB No coluanbHOM paboTe
no BONpocam NpefocTaBNEHUS NblOT, 1EKaPCTBEHHOro obec-
neyeHus, a TaKKe 3aHaATUS C negaroroM-aedexTonorom,
cneumanncTom no anbTepHaTMBHOM KOMMYHWKALMKU, MCUXO-
NIOTMYECKYID M MpPW HEOBXOAMMOCTM [AYXOBHYIO MOALEPIKKY
OeTen U UX 3aKOHHbIX npeactaButenen. lcuxonornyeckas
NnoAAepKKa OCYWEeCTBAAETCH KIMHUYECKMMM MCUXON0ramu.
[yxoBHasl NoAAepKKa SABASETCSA CAOXKHbIM NOHATUEM B nan-
NIMaTMBHOW NeauaTpumM M 3aTparnBaeT BOMPOCbl O CMbIC-



nax, LeHHocTaX. M3MeHeHMe KUBHEHHbIX OB6CTOSTENLCTB,
YCTaHOB/IEHHbIM AWArHO3 HEU3NEeYMMOro 3aboneBaHns Unu
pacTyllee 0Co3HaHWe COBCTBEHHOM CMEPTHOCTU 3acTaBns-
0T pebeHKa UK ero CEMbIO AymaTb O «<KOHEYHOM CMbICIe»,
MCKaTb BHYTPEHHEE UcLeNeHne pasHbiMi cnocob6amu, B TOM
yucne n 4yepes penuruto. yxoBHas noaaepyka (rnaBHbIM
06pa3oM penurvosHasl) B YCNOBUSIX OTAENEeHMs nannva-
TMBHOWM MOMOLLM AETAM OKa3blBAETCA MPU XKeNaHuW poau-
Tenen C¢ y4acTMeM CNyXKUTens npaBoCNaBHOW LIEPKBU UK
npeacTaBuTens Opyron penuruo3Hon KoHdeccuun. Kpome
TOro, y yXa)kMBalowmMx 3a AeTbMU B3POC/bIX BOCTpeboBaHa
ycnyra «couuanbHOM Nepeabllki» — pecnuc. 3To 3HauuT,
4YTO 3aKOHHble MpeacTaBuTeNM pebeHKa MOryT OCTaBWTb
pebeHKa Ha KpyrnocyTtodHoe (Ao 21 cyT) noneyeHue meau-
LIMHCKOro nepcoHana otaeneHuns naniMatmBHon nomoluu. Mo
HaleMy MHEHMIO, YCayra CHUXaeT MCUXONOrMYECKY0 Hanps-
EHHOCTb B CEMbE, NMO3BOJISET NMOBbLICUTb KAYECTBO €€ KU3-
HW U NONOMXKUTENBHO BIUSET Ha NPOdUNAKTUKY COLIMaNbHOro
cupotcTtBa. Okono 80% pgeten HaxoadATcs B oTaeneHun 6e3
3aKOHHbIX NpeacTaBUTENEN, XOTS BO3MOXKHOCTb NPUCYTCTBUS
poauTenen npegycMoTpeHa.

HeobxoAnMMO OTMETUTb, YTO MCUXONOrMyecKas MoMOLLb
OKa3blBaeTcs U nepcoHany otgenenus MNMI. Ana npodunakx-
TUKWM CMHAPOMA 3MOLMOHANbHOIO BbIrOPaHUs COTPYAHMKaM
otaenenua MMI getaMm AOCTYMHbI KOHCYNbTaLMW KIIWMHUYeE-
CKOro ncuxonora ABa pasa B MecsiLl.

OpraHM3aLMOHHO-MeToANYECKanA NoAAEPKKa
[ns KoopanHauMuK OesTeNbHOCTM MO OKasaHuio nannva-

TUBHOM NomMolm aetam Ha 6ase KB N2 13 cosgaH opraHu-

3aLUMOHHO-MeToaNYeCKUIM oTaeN. OCHOBHbIE ero QYyHKLMK:

® CTATUCTUYECKUM YYET U OTYETHOCTb (BedeHue OoTyeT-
HOWM [OKYMEHTaLMK: NOMyYeHUEe W aHaIn3d exemecsy-
HbIX OTYETHbIX GOPM BbIE3AHbIX Ma/NIMATUBHbIX CNYXKO
W yYpEKAEHWUN, OKa3blBalOWMX NEPBUYHYIO MEANKO-CaHU-
TapHyl0 MOMOLLb W Yy4acTBYIOLWMX B OKa3aHWMM naniuva-
TUBHOM NMOMOLLM; OpraHn3aLms céopa MeanKo-cTaTUCTH-
YecKoM MHPOpPMaLMKU, KOHTPOSb 3a OobecrnevyeHUeMm ee
NOJSIHOTbI U JOCTOBEPHOCTH);

® KOHTPO/b MOMHOTHI M KayecTBa 3anofHeHUs perucTpa
B EAMHON MHPOPMALIMOHHOM CUCTEME 3APaBOOXPaHEHUs
lNepmckoro Kpasi;

® CBOEBpeMeHHas nepefaya WHOOpPMaLMKM Bbl€3AHLIM
cny>k6am; pacnpeaeneHve NnoToKoB NaLMEHTOB;

® y4yeT NoTpebHOCTU U 0bOpMAEHME OOFOBOPOB Ha Meau-
LIMHCKME M3Aenus M pacxofdHble MaTepuanbl Ana nan-
NNATUBHbLIX MaLMEHTOB, KOHTPO/Ab 3@ CPOKaMW TEXHU-
YEeCKoro o6CnyKMBaHUS MeaMUMHCKOro o6opyaoBaHMS
M NEepPUMOAMYHOCTBIO MOCTaBKM PaACXOAHbIX MaTepuanoB
nauueHTam;

e MeToAaMyeckasa u obyyatowasn paboTta (06byvyeHue M pas-
BUTME KagpoB, 0606LEeHMEe U pacnpocTpaHeHWe onbiTa
paboTbl C NaLMeHTamu, HyxaallwMM1ucs B nananatme-
HOWM MomoLK), NporpaMMHoe ob6ecrnevyeHne BCex acnekx-
TOB ydyeTa MHoOpMaUMK No npoduno «nananatmBHas
NOMOLLb».

Bble3gHble cnyXO6bl Na/yiIMaTUBHON

MeAULIMHCKOM NOMOLUM AETAM

MNepBas rocygapcTBeHHas Bble3gHaa naTpoHaxkHas MMI1
B llepMcKoM Kpae 6blia opraHn3oBaHa Ha 6ase Kb N2 13
B 2017 r. C Tex nop KONMYECTBO NaLMeHToB, MOJyyaroLmnx
MMM am6éynaTtopHo, yBennuunocb ¢ 30 go 127 4yenoBek
B 2022 r., a 06beM rocygapcTBEHHOro 3agaHus — ¢ 237
no 1576 noceweHnn B rog COOTBETCTBEHHO. [1o gaHHbIM
Ha aHBapb 2023 r., Ha 6a3e Kb N 13 pab6otatoT aBe
Bble3Hble Gpurajbl, KOTOpPble COMPOBOXAAIOT MaLMEHTOB

B I. [lepmn n HeKoTopbix TeppuTopuax lMepmcKoro Kpas.
Bble3aHble 6puragbl UMEKOT B CBOEM COCTaBe Bpayva-neauar-
pa, HeBponora, aHecTe3nonora-peaHMmaTonora, KinHuye-
CKOro ncuxosora, coumanbHoro paboTHWKA, MEeLULIMHCKYIO
CecTpy, MaccaxucTta. B cooTBETCTBUM C pernaMeHTOM OKa-
3aHusa [IMI1 B lepMCcKOM Kpae Bpay-negnatp v MeauumH-
CKas cecTpa Bble3HOW NaTpOHaXKHOW 6puraabl OCyLLECTBASA-
10T perynspHoe HabnwogeHue; HEBPOOr, AETCKUM OHKOJor
M Bpay-aHeCTe3MOoNOor MPUCOEAMHAIOTCS MO MOKa3aHUAM;
KOHCYNbTaLMa MEAMLMHCKOro ncuxonora 1 ycnyru coumanb-
HOro paboTHMKa NPefoCTaBAATCS MO MOKa3aHWaM Mau no
3anpocy [11]. KpoMe MeauLUMHCKOro M coumanbHO-NCUXO-
NIOrMYECKOro COMPOBOXAEHUS, Ha Bble3AHYIO CyK6y BO3-
noxeHa QyHKUMA obecnevyeHuss u nepegayn MeamuUHCKUX
M3AeNnin NaLumMeHTaM Ha oM.

BolieagHasa cnyx6a [IMI1 pgetam  HeKomMepye-
CKOro 6narotBopuTtenbHoro @oHaa «deamopo3num»
(https://dedmorozim.ru/) — Cnyx6a KayecTBa XMW3HU —
6blla OTKpbiTa B 2017 r. [7]. lepBOHavanbHO creyua-
nuncTbl Cny»6bl OKasbiBanuM aMbynaToOpHy0 MNanivaTtuBHYO
nomollb Ha cpeactBa cybecuamm us 6rogKeTta lNepmckoro
Kpas, a ¢ 2022 r. — 3a cYeT CPeACTB, BblAENSEMbIX B pamMmKax
rocygapcTBeHHOro 3akasa Ha okasaHwue [MI1. Mo cocTos-
HUIO Ha MapT 2023 r. Cnyxkb6a conpoBoXKaaeT 54 pebeHkKa,
npoxunsatowmx B r. NMepmu, n 170 4yenoBeK U3 Apyrux pamo-
HoB lNepMcKoro Kpas. B Cnyx6e paboTaeT 6 mexaucuun-
NIMHAPHbBIX KOMaHA, MMelLWunx B CBOEM COCTaBe Bpaya no
MMI1, MmeguumMHCKyo cecTpy, cneumanucta no nevyebHomn eus-
KynbType M Maccaxy, MeaWLMHCKOro mcuxosnora, UrpoBoro
TepanesTa, creyunanncTa no counanbHO-NpaBoBoM pabdoTe,
KoopAnHaTopa NOMOLLM CEMbSIM.

B 2022 r. Hayana pab6oTy Bble3gHas Gpuraga natpo-
HaxkHon MM Ha 6a3e AKE r. YankoscKoro (tor MNepmckoro
Kpas) [12]. B 30He ee o6CnyXKMBaHUA HaxoAsdTCa Mauu-
€HTbl ABYX MyHWUMnanbHbix (KyeaunHckun, bapabiMCKuWR)
W TPex FOPOACKMX OKPYroB (YepHYWWHCKKUIA, YHaCTUHCKUA,
YanKkoBckui). bpuraga conpoBoxaaet 53 nauueHTa.
C Havana 2023 r. dyHKUMOHMPYET Bble3gHasa 6puraga MNMMI
B [opoackon geTckon 6onbHuUue . ConnkamcKa (BepxHe-
KaMbe, ceBepo-BoCTOK llepmckoro Kpas). bpuraga conpo-
Boxaaet 6onee 40 naLMeHTOB.

OnucbiBas COCTOsStHUE aMOBynaTOpHOro 3BeHa nasiuna-
TUBHOW MOMOLLM AEeTAM, HEO6XOAMMO OTMETUTb, YTO B PErno-
He HeT YTBEP)KAEHHOro anroputMa No nepeBofy NauueH-
TOB, OOCTUratloumx Bo3pacta 18 neT, BO B3POCNYO CETb.
Takon anropuyt™M B HacTosllee Bpems paspabaTtbiBaeTcs
rNaBHbIM BHeEWTATHbIM CMEeLMaIncToM Mno nanamaTuBHOM
nomown getam [epMCKoro Kpasi COBMECTHO CO cneuma-
nuctamun Bble3gHbix cnyx6 KB N2 13 u Cnybbl Kade-
CTBa YXM3HWU aBTOHOMHOM HEKOMMEPYECKOM OpraHuM3auuun
«deamopo3um». MNpeanonaraetcd, YTo 3a 1 Mec A0 COBep-
LWEHHONETUS AMNUKPU3 C aKTyalbHbIMW AaHHbIMM O COCTOSI-
HUK pebeHKa, ero NoTPebHOCTU B MEAULIMHCKUX U3AENUsX,
ob6beme Heobxoanmown MMIT n pekoMeHaaLUnsax No BeAEHUIO
nauMeHTa nepefaercs crneunanucty, OTBETCTBEHHOMY 3a
MMI1 Bo B3pOCNOM NOAUKINHUKE MO MECTY KUTeNbCTBa UK
perucrTpauumn naumeHTa.

MannuaTuBHaA MeAULUMHCKaRA NOMOLLb

B AE€TCKUX AOMax-UHTepHaTax

B lepmckom Kpae pab6oTatoT ABa [OETCKUMX AoMa-
WHTEpHaTa AN YMCTBEHHO oOTcTasnbiXx geten Ha 330 MecT.
Y 102 BOCAWTAHHWKOB AETCKUX AOMOB-MHTEPHATOB OblIn
YCTaHOB/IEHbI MOKa3aHWa K naanvatuBHOW nomouwu, 24 us
HUX GbiM 06GCneaoBaHbl M MOAYYUNN NleYeHWE B YCNOBUAX
cneumannampoBaHHoro otaenenus. C 2021 r. MMI1 B get-
CKMX AOMax-uHTepHaTax OKa3blBalOT Bble3aHble Gpuraabl.
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CoumnanbHaf neguaTpusa U opraHusaLusa 3apaBooXpaHeHuUs

K auBapto 2023 r. Cnyxk6a Ka4yecTBa XM3HU OGnarotBopu-
TenbHoro ¢oHaa «JeamMopo3nm» conpoBOXKAAET 72 pebeH-
Ka M3 AEeTCKOro Aoma-uHTepHaTa. BbicTpanBaHue cucTe-
Mbl OKasaHus M1 B OeTCKMX AOMaXx-UHTepHaTax TpebyeT
06Yy4eHUss MEAMLMHCKOro M HeMeAMLIMHCKOro nepcoHana
ATUX YYPEKAEHUN, OCOBEHHO yXaxKMBaIOLWMX NK1L, OCHOBam
okaszaHusg MMl 1 npaBunbHOMY yxody. [ns aToro rocygap-
cTBeHHoM cnyx6omn KB N2 13 r. [lepMn COBMECTHO C Bble3a-
Hon Cny»k60M KayecTBa *XM3HU M 6NaroTBOPUTENIbHbIM POH-
oom «[leTckmn nannnatme» ¢ 2021 r. NPOBOASTCA OYHblE
Bble3aHble o6pasoBaTefibHble CEMUHApPbI 419 CneunanncToB
[LETCKUX JOMOB-MHTEPHATOB MO MEAMLMHCKUM U MCUXONOru-
YeCKMM Bornpocam B 06bemMe 4—6 4, a TakKe KOHCy/bTalnu
B OHNanH-popmaTe no 3anpocy nepcoHasna UHTEepPHaToB.

OGecneyeHue cneuuasmsmpoBaHHbIM

o6opyAOBaHMEM U MEAULIUHCKUMU U3AETUAMMU

B 2019 r. Bctynunun B cuny MNpukasbl MuH3gpasa Poccuu,
pernameHTUpyloLmMe BO3MOXKHOCTb nepefadyn MeguLmMHCKO-
ro obopygosaHus Ha gom [13, 14]. o atoro pebeHoK He
MOT NOJy4UTb HEOBXOAMMbIE MEAULMHCKME U3AENNUS 3a CHET
cpeacTs deaepanbHOro 6oaKeTa 419 UCMNob30BaHWUS BHE
MeAMLUMHCKON opraHu3aumn. B HacTosilee BpemMs rocyaap-
CTBEHHbIE y4ypexaeHus, okasbiBatoume MM, akTMBHO nepe-
[JaloT MeJULMHCKME U3aenus naumeHTaM Ha aom. Bepgetcs
naaHoBbIM CO60p CBEAEHUM O NOTPEBHOCTH, GOPMUPYIOTCH
B NJaHOBOM MOpPsiAKe 3asBKM Ha NPUOBGPETEHME PACXOAHbIX
MatepuanoB. C 2019 r. pacxoabl Ha npuobpeTeHne meau-
LIMHCKMX n3aenui coduHaHcupyroTes M3 degepanbHoro 6to-
weTa [15]. 3a nepuog 2019-2021 rr. 250 ageten nony4ymnnm
199 eanHuL, MeAMLMHCKOrO o6opyaoBaHus: annapatsl UBJ,
KOHLLEHTPaToOpbl KKCA0poAa, MeAMLMHCKME acnupaTopbl,
MHCydNaTOpbI-acnupaTopbl, MelWwKu AMOY, aganTalUOHHble
KpoBaTu, MPOTMBOMPONIEKHEBLIE MaTpachl, Kpecna-Kons-
CKM c anekTtponpueogoM n 10 483 eauHMLbl PacxXxodHbiX
MaTepuanoB K 3TUM MeaMLMHCKUM mnagenuam. 3a 2022 .
nauveHTam 6bl10 nepegaHo okono 160 eanHuUL, o6opyao-
BaHWA W 6onee 16TbiC. €AMHUL, PacCXOAHbIX MaTepuasnoB.
MoTpebHOCTb AeTer B MEAULMHCKUX M3OENUsax PeryasipHo
aHann3npyeTcs OpraHn3aLMOHHO-METOANYECKUM OTAENOM
OKB N2 13 no gaHHbIM M3 peructpa 1 EauHon nHbopmauu-
OHHOWM CUCTEMbI 3apaBoOXpaHeHns [NepMcKoro Kpas.

Mo pgaHHbIM Ha gaHBapb 2023 r., B [lepMcKOM Kpae
9 peten, Hyxpatowmxcs B M, nonyyator UBJT Ha gomy
(1,74% Bcex Hyxpatouwwuxcsa B MMIT geten). OTaeneHmsamu
Bbl€3HbIX NaIMaTUBHbIX CNy»K6 NOCTOSHHO BeaeTcs pabo-
Ta Mo nepeBody NaLMEHTOB AETCKOro Bo3pacTa B CTa-
6unbHOM cocTosiHUKM Ha UBJ1 n3 otaeneHun peaHumaumu
M WHTEHCUBHOW Tepanuun gomMon. OHa BK/IOYAET B TOM
yucne n obyveHue poauTenen nmn UHbIX YXarKMBatoLWMX nL,
yxoay 3a nauueHtom Ha WMBJI, koTopoe npoxoauT B nana-
Tax pecnupaTopHon noaaepxku AKB N 13. PaspaboTaHsbl
M BHeApeHbl METOAMYECKME peKOMeHAauuu ANa Bpayen,
Ha6oAaloWMX NaNIMaTMBHOIO NauMeHTa No MeCTy KuTesb-
CTBa, MO OpraHu3auuu nepefavyv MeAUUMHCKUX U3genvi
LeTaM, HyXAalwmmcs B NaninaTtMBHOM NOMOLLM; Tenepb
3TOT NPOLLECC pernaMeHTUpoBaH, oTpaboTaH, He Bbl3biBaeT
3aTpyaHeHun [16].

B lMepmcKkoMm Kpae obecnevyeHne OeTen, HyxaaloLmnxcs
B MMI1, MEAULMHCKUMU U3OENUAMU Ha AOMY OCYLLEeCTBASAET-
€Sl M 3a cYeT CPEeACTB HEKOMMEPYECKOro 61aroTBOPUTENbHO-
ro ¢poHaa «eamMopo3numM» — B Ciyvasx, Korga notpedbHoCcTH
[eTen He MOryT 6bITb YAOBETBOPEHbI B MNOJHOM 06beMe (KaK
npaBuio, NPU TAKENOM COCTOSHUU UX 300POBbSA U KOMOUHM-
POBaHHOM XapaKTepe NopaxKeHns opraHoB 1 cuctem). Kpome
TOro, cny>k6a npokata MeaMLMHCKON TeXHUKK Cny»K6bl Kaye-
CTBa XM3HW GnaroTBopuTenbHOro ¢oHga «JeamMmopo3vm»

MOXeT ob6ecneynTb pebeHKa pecnupaTopHbiM 060pyA0BaHK-
€M, Bbl[JaB ero B NpoKaT 10 MOMEeHTa NoJjly4eHns Heobxoam-
MOro o60pyaoBaHus 3a cyHeT 60aKETHbIX cpeacTs. Nepeaaya
MEAULIMHCKMX U3AENUI, UX IoCTaBKa K MeCTy npebbiBaHUs
pebeHKa OCyLleCTBASETCS CUNamMu Bble34HOM NaniMaTMBHOM
cnyx6bl KB N2 13. B ¢BA3M € TeM 4TO 60MbLUas YacTb AETEN,
Hyxgatowmxcs B NMMI1, npoXxXnBaeT 3a npeaenamMmu LeHTpasb-
HOro panoHa MepMCKOro Kpas, CyLleCcTBYOT TOrMCTUYECKHNE
TPYAHOCTM B AOCTaBKE MEAWULMHCKUX U34enuin, B 60/blUen
CTEeNeHn CcBf3aHHble C YyBEIMYEHMEM BPEMEHM [0CTaBKM
M OrpaHU4YeHHbIM KONMYECTBOM TpaHcrnopTa. [oatomy Mbl
cyMTaeMm, 4YTOo B HacCTosillee Bpems CyLIecTBYeT HeobXxoau-
MOCTb CO3AaHu1s OTAENEHUN UNKN CNYK6, KOTOpble MOMN Gbl
NMOSIHOCTbIO B3KiTb Ha cebs YHKUMIO nepefayn MeauLuH-
CKMUX M3Oenun getam, Hyxgaowmmea B [MMI1, Tem 6onee 4to
06bemMbl NepegaBaeMblX MEAULIMHCKUX U3eNnin NOCTOSAHHO
yBENMYNBaIOTCS.

OpraHMsauua HyTPUTUBHOW NOAAEPHKKHU

HyTpuTMBHas HEAOCTaTOYHOCTb CHUMKAET KayecTBO KM3-
HW OeTeN C THKENbIMU U HEU3neYnMbiMKU 3ab60NneBaHUAMM,
CHUXaeT MX MHTEpPeC K OKpyKalollemy, HeraTuBHO BNMSIET
Ha HEPBHO-MCUXMYECKOE pa3BUTME M Ha MpPOrHo3 3abosne-
BaHusa [17]. Mpu BbIABAEHUU NPUSHAKOB BENKOBO-3HEPreTU-
YEeCKOM HefoCTaTOYHOCTU pebeHOK A0MKEeH 6biTb OCMOTPEH
BpPayoM Bbl€3JHOM MNaTPOHaXKHOW OGpwuragbl, MO0 AOMKEH
NoAy4YnUTb TENEMELULMHCKYIO KOHCY/bTaLMIO C y4acTMeEM Bpa-
Yya-guetonora, 1M60 HanpaBnseTcs B Cneunann3npoBaHHoe
otgenenune TMI gns gnarHOCTUKM M nogbopa nevyebHoro
nuTaHus. Cneunanunctbl NPOBOAAT OLLEHKY CTEMEHN HYTPUTHB-
HOM HEeAOCTaTOYHOCTW, OMpefensioT NoKasaHUs K Ha3Have-
HUIO HYTPUTUBHOM NOAAEPIKKMU, BbiGUPAIOT CyGCTpaT NUTaHUA
M NyTb €ro BBEAEHWs, MPOU3BOASAT pacyeT KanopWMHOCTK.
HyTpUTMBHYIO NOAAEPKKY M KOPPEKLMIO HYTPUTUBHOMO CTa-
Tyca B oTaeneHun c¢ 2020 r. oKkasblBaeT Bpay-aAWETONOT.
B HacTosee Bpema 6onbluas YacTb aeten (76,7%), noctyna-
lOWMX B OTAENEHME NanMaTMBHOM MOMOLLM, UMEET HeaoCTa-
TOYHOCTb MWTaHUS Pa3HOW CTENEHU BblPaXKEHHOCTH, OTKIIO-
HeHUs B GU3NYECKOM pas3BuTUW. Bpay-anetonor nogbupaet
neyebHble CMecKU € y4eToM PU3MONOrMYECKON NOTPEBHOCTH,
WMHAMBUAYANbHOW MEPEHOCMMOCTU U TEKYLLEro COCTOSHUSA
netam ¢ 1 mec go 18 net; npy HEO6XO0AMMOCTU onpeaenseT
noKasaHus K racTpocToMuu. B cnyyae ambynaTopHOro conpo-
BOXAEHMA Ha AOMy obecrneyeHwe nauueHTa npoayKTamu
crneunannanpoBaHHOro 1e4e6HOro NMTaHUa OCyLLEeCTBASETCS
B MOJIMKIMHUKE MO MECTYy perucrTpauun wan dpaxkTuyecKko-
ro npoxuBaHus. MNoKazaHWa K HYTPUTMBHOW MNOAOEPKKE
odpopmnsgiotea B EanHon MHdopmMauMoHHOM cucTeme 3apa-
BOOXpaHeHus epMCcKoro Kpasi, AaHHble BHOCATCA B 3nu-
KpU3 nauueHTtoB. o 3asBKaM MEAULMHCKUX YYpeXaeHWN,
OKa3blBaOLWMX MEPBUYHYIO MEAMKO-CaHUTApPHYI0O MOMOLb,
MuH3gpaBom MNepMCcKOro Kpasi NpOBOAMTCH LIEHTPaNIM30BaH-
Haa 3aKynka crneuuanuM3vpoBaHHbIX MPOAYKTOB MWUTaHUS 3a
cYyeT cybBeHUMN U3 dpeaepanbHoOro 6ioaxKeta. B otaenbHbIx
cnyyqasx WHAMBWMAYaNbHO NPWMBNEKAIOTCH CPEACTBA HEKOM-
MEpPYECKUX OpraHn3aumin. B HacToslee Bpemsa Npu TaxKenon
ancharumn eTam ¢ nokasaHMsMK K raCTpOCTOMUK yCTaHaBW-
BalOTCA Ga/IOHHbIE racTPOCTOMUYECKMEe TPYOKMK, YTO CTaso
BO3MOMHbIM 6/1arogaps COBMECTHOM paboTe naaiMaTUBHbIX
cny»6, MuH3gpaBa [lepMCKOro Kpasi U XMpypros Kpaesou
[OKB. Mo coctosiHMio Ha aHBapb 2023 r. nog HabnogeHUeM
HaxoaaTcs 62 (12%) pebeHKa, Hyxaatowmxcsa B [TMI1, ¢ ycTa-
HOBJ/IEHHLIMWU FaCTPOCTOMUYECKUMK TPpyOGKamu. Mpu nepeuy-
HOW YCT@aHOBKE racTpOCTOMWYECKOW TPYOKM POAUTENO MUK
MHOMY YXaxunBatolemy 1Ly BblAaeTca namsaTKka no yxoay 3a
racTpoCTOMOM, NpaBunaM yxoda ux obyyaloT MeauLMHCKUe
crneunanuncTbl Bble34HbIX NananaTUBHbIX CyK6.



OKka3aHue naJJiIMaTUBHOM MeULIUHCKOMN

noMoLLU AETAM B NepUoj NnaHgemMmumn

HOBOW KOPOHABUPYCHOM UHEKL MU

Mprem naumeHToB B oTaeneHune MNMMI1 He npekpauiancs
Jaxke B nepuoja HebnaronpuaTHOM 3NUMAEMUYECKOW CUTya-
LiMK, CBSAI3aHHOM C pacnpocTpaHeHWeM HOBOW KOpPOHaBUpYC-
HOW MHbeKuuKn. BmecTe ¢ Tem ecnn B 2019 1. B oTAENEHUHA
6bl10 nponeveHo 193 pebeHka, To0 B 2020 I. KOANYECTBO
nposieYeHHbIX CHU3mnnochb Ao 131, a B 2021 r. OHO cOCTaBUIO
179. B nepuog naHAEMUU Bble3aHblE NasIMaTUBHbIE BpuUra-
[bl NPOAO/IKaNM nocellatb NauuMeHToB Ha aomy: B 2019 r.
ocyuiectsneHo 328 BpayebHbIX Bble3goB, 3a 2020 . —
315 BbIe310B Bpa4yaMu OTAENEHUS BblE3AHON MaTPOHAXKHOM
nannuatMeHon nomolum aetam KB N2 13 1 893 Bbiesaa cne-
LMannuctamMmv Bble3aHON NananatuBHOM noMolum getam Ciyxobl
KayecTBa M3HW 6narotBoputenbHoro ¢oHaa «1eamoposvmy,
B 2021 r. — 1149 n 1145 BpayebHbIX Bble340B COOTBET-
CTBEHHO. TaKKe Heobx0AMMO OTMETUTb, YTO B NEPUOA pa3srapa
naHAEMUKU CYLLECTBEHHO YBEMYMIOCH KONMYECTBO Teneme-
AMUMHCKMX KOHCYNbTalMM, 4YTO MO3BOMAWIO HE MNpeKpalaTtb
oKaszaHue Ml B CNOXHbIX 3NMAEMMONOTMYECKUX YCTIOBUSAX
1 ObII0 BbIHYXXAEHHOW Mepowr Ha nepuod naHaemun. OgHako,
MO Halemy MHEHWIO, TENEMEANLIMHCKNE KOHCYNbTauun No3BO-
NIFOT PeWnTb TONBbKO iIBHblE NPO6AEMbI MO aKTMBHOMY 3anpocy
nauueHTa, Npy aToM 6€3 04HOro OCMOTPa Bpavya HEBO3MOXK-
HO pelleHne NaaHoBbIX 3agay no okasaHuio MMI getam Ha
aomy. O4Hble KOHCynbTauuu 6biM BO30OHOBIEHbI, MOCKONbKY
B OTHOLUEHWW MALMEHTOB C TAXKENbIMU HEN3NeYnMbIMKU 3a60-
NIeBaHNSIMM OCMOTP Bpaya No3BOJIIET BCECTOPOHHE OLIEHUTb
€ro COCTOsiIHME (He TONbKO MO aKTUMBHbLIM Xanobam nauueHTa
WM YNIEHOB €ro CeMbM) 1 jaTb PEKOMEHAaLMN.

nOoArotoBKA MEAULMHCKUX KAAPOB

ANS OKA3SAHUSA NAJIJIMATUBHOM

MEQULIMHCKOMW NOMOLLM AETAM

MepBuryHyto BpadvebHyto MMIT getam MOryT oKasbiBaTb
neavaTpbl CTaLMOHAPOB, MOJMKIWHUK, a TaKXKe Bpayu
obuier npakTuku. MpodeccroHanbHblM CTaHAaPT Y4acTKO-
BOro Bpaya-neguarpa npeanosaraeT BbINOMHEHWE TPYAO-
BbIX JENCTBUIM MO OLIEHKE KIMHUYECKOW KapTUHbI 6oNe3HeNn
MU COCTOSIHMKM, Tpebylowmnx okasaHus [MI1, HanpaBneHue
TaKkux fgeTen B crneunanuaMpoBaHHble MeanUMHCKUe opra-
HM3auun [18]. B HacToswee BpeMs B KarKaon NOAMKINHUKE
lepMCKOro Kpasi NoAroTOBAEHbI CMELUanncTbl, OTBETCTBEH-
Hble 3a opraHusauuto MM getam. lNnaHoBas pab6oTta no
06y4yeHMIO OpraHn3aTopoB 34PaBOOXPaHEHUS OpraHn3aLum
MMM n KoopaAMHaLUMK OEWCTBUI NO 0OBECNEYEHUIO NaIna-
TUBHbIX NauuneHToB Beaetcs ¢ 2014 r. Ha UMKax NoBbIWEHUS
KBanuduKauun (He meHee 12 4 n3a 144) unm npodeccuo-
HaNbHOM NepenoarotoBkM (He MeHee 18 4 n3 576). Kpome
TOro, rMaBHbI BHELWTATHbIN CNELUanncT B N1aHOBOM NOpPS/-
Ke NpoBOAMUT 0Byyalolime ceMUHapbl N0 OPraHNM3aLnOHHbBIM
Bonpocam okasdaHusa MMl B ne4yebHbIX yYperKaeHUsax Kpas
N KOHCYNbTUPYET OpraHn3aTopoB Mo 3anpocy.

[na okazaHua cneunanmaunpoBaHHon MMl Heo6xoanmo
NpuBAEKaTb CMELManMCTOB Ha AOMKHOCTb «Bpay no nan-
NMaTUBHON MeAULMHCKOM nomouwm» [19]. MpuHAT cooTBeT-
CTBYIOWMIM NPOdECCUOHANbHbIM CTaHAapT, B COOTBETCTBUM
C KOTOPbIM Bpay AO/MKEH MNOMYYUTb AOMOSHMTENbHOE MpPOo-
deccrmoHanbHoe o6pa3oBaHMe (MPOWTU MOBbIWEHWE KBa-
nuduKaumun) no Bonpocam okasaHus M1 B3pocabiM unm
aetam [20]. OgHon n3 rnaBHbIX 3agay M GYHKUMIK Bpayva no
MM aBnaeTca BbiIABNIEHWE XPOHUYECKOTO 601EBOr0 CUHAPO-
Ma 1M 06e3601MBaHKe, a TaKXe BbIABNEHNE APYrUX TATOCTHbIX
CMMMNTOMOB HEU3ne4ynMMbIx 3aboneBaHni B LEeNsxX ynyyweHus
CaMO4YyBCTBUS M MOBbIWEHUS Ka4yecTBa KM3HWU MaLMEHTOB.
B HacTosiee Bpems KagpoBbi aeduUMT CreLnanucToB

B cdepe okazaHuma [MIT B ambynaTtopHbIX YCNOBUSX Kak
B3pPOCNOMY, TaK M [ETCKOMY HacefieHUI0 CoCTaBfseT, no
JaHHbIM MwuH3gpaBa [lepmcKoro Kpasi, 6onee 30% [16].
[ns noAroToBKM BpayebHblX KaApOB AN OCYLWECTBAEHUS
MMM B lepMcKoM rocygapCTBEHHOM MEAMLMHCKOM YHM-
BepcuTeTe UM. akaj. E.A. BarHepa pa3paboTaH Kypc NoBbl-
WeHUs KBanudUKauun Ona Bpadven-neamatpoB, perynap-
HO npoBoauTcs Lkona 6asoBov naniMaTMBHOM MOMOLLK
B paMKax MeXpernoHanbHbIX Hay4HO-MPaKTUYECKMX NeanaT-
pUYECKMX KoHdepeHUMn, Bonpocbl okazaHus [MIT getam
BK/IOYEHbI B MporpaMmmy o6y4eHust CTYAEHTOB cneuunanureta
no cneuuanbHOCTU «negnaTpus». B 2021 r. cneynanucThbl
Bble3gHON 6puragbl Cny6bl KayecTBa XW3HM 61aroTeBo-
putenbHoro ¢oHga «[deamopo3vm» NPOBOAWAW ABYXAHEB-
Hble cemMuHapbl Ans Bpayen-neanaTpoB NepBMYHOIrO 3BEHA
B T. YarnkoBcKkoMm, HycoBom, Connkamcke, ¢. bapaa ana ¢op-
MWPOBaHUS NPaKTUYECKUX HaBbIKOB OKa3aHus MNMI1 getam.

WHOOPMALIMOHHOE CONPOBOXAEHUE

NAJJIMATUBHOW MEAULIMHCKOW MOMOLLHU

MHPOpMMpOBaHME HaceneHms 0 naniMaTMBHON MOMOLLK
OCYyLLECTBNSETCA Yepe3 cpeacTBa MaccoBOM MHOOpmaLuun
lMepmcKoro Kpasi, B TOM 4YMCNe 4Yepe3 perynspHblie pyopu-
Kn «CKkopasi yygec» Ha TenekaHane «Puden-lepmb», pagno
«Komcomonbckasa lNpaBoa — [lepMmb»; canT rybepHaTopa
n MpasutenbctBa lNepmckoro Kpas (permkrai.ru), cant 6na-
rotBoputenbHoro ¢oHga «Jdeamoposum» (dedmorozim.ru),
a TaKXe C MNOMOLbI0 BOJIOHTEPCKMX OpraHusauunn [15].
CnpaBo4Has WHPOpMaUMa MO TemaTuKe naainaTMBHOM
NOMOLLM B AOCTYNHOM popme padmellaeTcs Ha nHbopMaum-
OHHbIX CTEHAAX U CalTax MEAMLMHCKUX YY4PEKAEHUI: O BO3-
MOXHOCTU O6CNyXMBaHWUS Ha AoMy, 06 06e360/MBaHuH,
0 nopsaaKe Nony4YeHUss MEAULMHCKUX UBAENNIA U APYTUX aKTy-
anbHbIX Bonpocax. MauneHTbl MHGOPMUPYIOTCH O crneuma-
NIMBNPOBAHHbIX CaWTax, rAe MOXHO HaWTW NaMSATKKW, POuU-
KW, OYK/ETbl, NONE3HbIE CCbIKW O MPaBOBOW MOAAEPKKE
W Apyryto Heobxoammyto nHpopmaumio (https://www.rcpcf.ru,
https://pro-hospice.ru, https://pro-palliativ.ru). 4nsa ynpas-
NIeHUs MeOuLMHCKOW nomoulbto B cdepe nanimaTtMBHOM
NOMOLUM Pa3BMBAIOTCA CUCTEMbI Y4ETa U MOHUTOPMHIA NaLun-
€eHTOB, Hyxpgatwowwuxca B [IMI1, cuctembl aBTOMaTU3aLUK
LEATENbHOCTU MEAMLIMHCKUX OpraHu3auuni, OKa3blBatoLwmx
MMI1. 3T0 NO3BONAUT B NEPCneKTUBE OnepaTMBHO NosayyYaTb
W aHann3nMpoBaTb AaHHble O MaplpyTU3auuM MaLUeHToB
W ynpaBfieHWN NOTOKaMK, 06 aBTOMaTU3MPOBAHHOM YrnpaBs-
NIEHUU MpOLLeCCaMM KOHTPOASA KavyecTBa OKalaHus Meau-
LIMHCKOM nomouwu [15].

LEAU U 3AAAYM PA3BUTHUS PETHOHAJIbHOM
CUCTEMbI OKA3AHUSA NANJIMATUBHOM
MEAMLIMHCKOW NOMOLYU AETAM
B uucne uenen passutua MMl B [lepMcKOM Kpae

K 2024 1. 3adMnKCUpOBaHbI cneaytolime:

e oxBart M1 100% geten, UMelOLMNX NOKa3aHus (No AaH-
HbIM Ha gHBapb 2023 1., oxBaT coctaBnseT 71,3%);

®  KOJIMYECTBO OTAENIEHUIM BblE3AHON NATPOHAXKHOM CNy*KObl
MMM — 6 (Ha mapT 2023 1. ux 4);

® CO3[aHME HOBbIX OTAENEHWM BbIE3AHOW MaTPOHAXKHOM
MMI1 no KnactepHoMy NPUHUKUMY Ha TeppuTopusx Mepm-
CKOro Kpasi;

® YKOMMJIEKTOBAHHOCTb KagpamMu MeAMLMHCKUX OpraHu-
3aummn NepmMcKoro Kpasi, okasbiBatoLwmx MM, B cooTBeT-
CTBUM C PEKOMEHAYEMbIMU LWITATHbIMW HOPMaTUBaMM
(KagpoBblM BpavyebHbin AedUUMT B amMOynaTOpHbIX
ycnoBuax coctaBnsetr 38%, KagpoBbiM aedUuUnT cpea-
HEero MeaMLMHCKOro nepcoHana ans okasaxHus NMMIM —
76%) [15];
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CoumnanbHaf neguaTpusa U opraHusaLusa 3apaBooXpaHeHuUs

e o6ecneyeHne MNaUMEHTOB MEAULIMHCKUMU W3AENUSMU,
B TOM 4ucne AN MCNonb30BaHWS Ha AOMy (B paMm-
Kax MNpukasza MuH3gpaBa Poccun N2 348H) B NOAHOM
ob6beme [15].
3annaHnMpoBaHo, YTO AN AOCTUMKEHUS BbllEyKa3aHHbIX

Lenen Heo6xoaAnMMO pellaTbh HUKENEPEYUCTIEHHbIE 3aayM.

1. [loBblwaTe ONbIT crneynaanucToB NEPBUYHOrO 3BEHa MO
OCYLECTBJIEHNIO MEPOMNPUATUN EPBUYHON Bpayeb-
Hou [IMI1. Heobxoammo dopmupoBaTb Yy MEAULMHCKUX
pabOTHMKOB KOMMETEHLMKU MO ONpeaeneHnto NoKa3aHnn
M NOTPEBHOCTM B NannaTtMBHOM NOMOLLN, CBOEBPEMEH-
HOM AMarHOCTMKE M y4acTuio B MEAULMHCKOM COMPOBOX-
[LEeHUN Hanbonee YacTblX KPU3UCHbBIX COCTOSTHWI Y NaLu-
€HTOB, HYy)XAaloLWMXCa B nananaTuBHom nomouwm. Cnegyet
BK/tOYaTb NpenojaBaHne ocHoB oKal3aHus MNMMI1 B npo-
rpamMmmy cneuuanuteta no neauaTpun Ana CTyAeHTOB
MEAMLMHCKMX BY30B, @ TaKXKe B nporpammbl JOMOAHK-
TeNbHOro npodeccuoHanbHOro obpasoBaHnsa ANs Bpa-
yen-negmatpoB. K ob6bpasoBaTeNibHbIM MeEPONpPUATUAM
C negvaTpamu y4ypexaeHun nepBUYHON MeOMKO-CaHU-
TapHOM NoMolLM HeEO6X0AMMO MOAKI0YaTh COTPYAHUKOB
Bble3HbIX MaTPOHAXHbIX NanAMaTUBHbIX CYKO6.

2. PasBuBaTtb MexxauncunninHapHoe B3auMoaencTBue cre-
UManucToB Mo BOMPOCaM COMPOBOMAECHUS MNaLMNeHTOB,
B TOM YMCJ/IE C yHacTMeM MCUX0ora, a TakKe cneunanm-
CTa Mo coumanbHO-NpaBoBOW paboTe.

3. OkasblBaTb Ka4YeCTBEHHYI [CUXOA0MMYECKY MOMOLLb
nananMaTMBHbIM NauMeHTaM u nx 61mMskum. Cembu BegyT
04Y€eHb HaMpPsIKEHHYIO KU3Hb, HEPEKO BbIHYKAEHbI BMEC-
Te ¢ pebeHKOM IUTENBHO HaxoauTbCs B GO/IbHUYHOM Cpe-
[, B YCNOBUAX HEONPEAENEHHOCTH B OTHOLWEHUW AUHAMK-
KW COCTOSIHUS 340pOBbs pebeHKa. 1o Hawemy MHeHUIo,
MOMOLLb K/MHMYECKMUX MCUXONIOrOB YNy4ylwaeT 3MOLMO-
HaslbHOE COCTOSIHWE Cemel W MOBbIWAET KayecTBO WX
KU3HU MPU HANMMYMM TaKMX CNOXKHbIX 3TUYECKUX NPoBneM,
KaK BOMPOCHI MOATOTOBKKU K CMEPTH, MPUHATUE CUTYyaLIUK
HEN36EXHOCTU CMEPTH, OTHOLIEHUE K 3BTaHa3UM.

4. 06ecrne4ynTb MOJIHbIA U CBOEBPEMEHHbIN OXBaT Meau-
LMHCKUM COMPOBOXKAEHMEM MNaLUMEHTOB, HyXKAatoLmxcs
B [IMI1. H13Kaa BbIABASEMOCTb MaLMEHTOB, 0COOEHHO
Cc 3a6oneBaHWAMM HeoHaTalbHOro nepuopa, No Halle-
My MHEHMWIO, CBSi3aHa C OTCYTCTBMEM MPEEMCTBEHHOCTU
MeXay HeoHaToNoraMm 1 cneumanmMcTaMmm No nananmaTme-
HOM nomolun. HeobxoagnuMo NpoaonKatb paboTy Mo paH-
Hel MHTerpauuu nannvaTMBHbIX MALMEHTOB B CUCTEMY
okaszaHusa [MMI1 (4ns OHKOIOrMYECKOro, XMpPypruyeckoro
npoduns) 40 pa3BuUTUA y pebeHKa Tsxenblx HeobpaTtu-
MbIX OCJIOXXHEHWI OCHOBHOroO 3ab6ofieBaHus. ITO NO3BO-
INT MWHUMU3UpPOBaTb GOPMUPOBAHME Yy TaKUX AETeN
TAFOCTHbIX CUMMNTOMOB.
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0O6ocHoBaHHne. CumnTombl COVID-19 HepeaKo A/MTENbHO NePCUCTUPYIOT, YTO CBMAETENLCTBYET O Pa3BUTUU MOCTKOBMAHOIO
cuHapoma. HYactoTta rnocaegHero B AETCKOM MOMyasLUNM, KaK MpaBusio, n3ydyaeTcs MyTem ornpoca cammx geten. Takon noaxos
orpaHu4YnBaEeT U3y4eHne pUcKa BO3HUKHOBEHMS MOCTKOBUAHOIO CMHAPOMA y AeTel MAaALLMX BO3PACTHbIX rpyr, He Cro-
COBHbIX B CUJTy OCOBEHHOCTEN Pas3BUTUSI onncaTb NepcucTupylolyme cuMnTomMsl 3aboneBaHus. Llenb nccnegoBaHna —
WU3YYUTb PacrpoCcTPaHEHHOCTb MOCTKOBUAHOIO CUHAPOMA CPeAN AETEN U €ro BIMSHNE Ha MX OBCEAHEBHYIO UIHEAEATEIb-
HOCTb nyTem ornpoca pogutenen. Metoabl. [TpoBeaeHO aHKETUPOBaHMe poauTenen JeTei B Bo3pacTte oT 3 mec 4o 18 nier,
riepeHecLunx 1abopaTopHo noaTBepaeHHbI COVID-19 B 2021-2022 rr., HO He paHee 12 Hen A0 Hayana wccaeao-
BaHus. Onpoc npoBOAMAN YAaNeHHO. BbISCHAIN Hannyme CUMITOMOB, MEPCUCTUPYIOLUMX MM BO3HUKLIMX cnycTs 12 Hej
rnocne nepeHeceHHoro COVID-19, ux BAnsSIHWE Ha MOBCEAHEBHYIO M3Hb pebeHKa, MOTPE6HOCTb B CBA3M C MMEBLUMMMCS
CUMATOMaMM B JIEHEHUU M BPavebHON KOHCYy/NbTalun, a TakKe npoBejeHne BaKuuHauuu rpoTMB HOBOH KOPOHaBMUpPYyC-
HOM UHGEKUMHU. HacToTy NMOCTKOBUAHOIO CUHAPOMAa YTOYHSIM B MOArpynnax, copMmpoBaHHbIX C y4eTOM roja, Bo3pacta
(< 3 net, 3-6 u 7-17 net) u TKECTN UHPEKUMN. Pe3dynbTaTtbl. [lpurnalieHme Ha y4actme B MCCAe[0BaHMM pa3ociaHo
2292 poantensam BCex AeTeM, NPUKPENIEHHbIX K NOJNKINHUKE M nepeHeclumnx COVID-19, yepes mecceHmkepbl WhatsApp
n Teleram, U3 HMX coOacuINCh NPUHATL y4acTue B onpoce 1533 (66,9%), 3anosHMan OfMpPOCHUK B MOJHOM o6bemMe —
1258 (54,8%). Onpoc nokasaJi, 4To XOTsl 6bl OANH CUMITTOM, NEPCUCTUPYIOLMIA MM BO3HUKLLIMIA crycTa 12 Hea nocne nepe-
HeceHHoro COVID-19, 6bin1 oTMeyeH poantenammy 764 n3 1258 (60,6%) aete (Halue B cTaplueri BO3pacTHOM rpynne v rnpu
TS)KE/IOM TeYeHnn 60/1e3HM). 3HaYMmoe HeratuBHOe BJIMSIHUE 3TUX CUMMATOMOB Ha MOBCEAHEBHYIO M3Hb pebeHKa oTMe-
™n 251 n3 764 (32,9%) pecroHaeHToB. 3a MeanLMHCKOM MOMOLLbIO M0 0BOAY MOCTKOBUAHbIX CUMATOMOB 06pallainch
poantenn 734 u3 764 (96,1%) neten. 3aknoyeHme. CornacHo oLeHKe poanuTenen, NoOCTKOBUAHbIN CUHAPOM pa3BnBaeTcs
y 6onee 60% peteri nocne nabopatopHo BepupuLmpoBaHHoro COVID-19. BmecTe ¢ Tem ecTb OCHOBaHMS CYMTaTb, YTO POAM-
Te/IbCKas OLeHKa 3aBblliaeT pacnpoCcTPaHEHHOCTb MOCTKOBMAHOIO CMHAPOMA.

KnioyeBble cnoBa: noCTKOBUAHbIM CUHAPOM, AeTn, poauTeaun, COVID-19, SARS-CoV-2

Ana umtnpoBaHuns: Larvesa [.P., Kytny6aes M.A., PaxmatyninnH A.P. [IOCTKOBMAHbBIA CUHAPOM Y AeTeN: O4AHOMOMEHTHOE
OMPOCHOE UCC/Ief0BaHNe MHEHUS poauTenen. Bonpockl coBpemeHHon neanatpumn. 2023;22(3):254-262.
doi: https://doi.org/10.15690/vsp.v22i3.2582

OBOCHOBAHME B cpeaHeM 45% [3]. Mo faHHbIM OTEYEeCTBEHHbIX UCcClie-

HoBasa KopoHaBupycHas MHbeKuus COVID-19 xapak-
TepU3yeTcs pPa3BUTMEM «MTOCTKOBUAHOIO CHHAPOMa» (aHr.
long-COVID) Kak y B3pochnblx, Tak u y geten [1]. CornacHo
onpeaeneHnto KOHCEHCyca 3KCMepToB, COrlacoBaHHOMY
c onpeaeneHneM BcemupHoW opraHvMsauuu 3apaBooXpa-
HEHUS W NPeANOXKEHHOMY ANSt UCCNeAoBaTENbCKUX Lienen,
MOCTKOBMAHbINA CUHAPOM Yy AETei M MONOAbIX NOAEN ycTaHaB-
NIMBAETCS NPU HaM4YMKU NO KpawHen mepe oAHOro comatw-
4YecKOro CUMNTOMa, COXpPaHsIoLLerocst B Te4eHne MUHUMYM
12 Hep nocne nabopaToOpHOro MOATBEPHKAEHUS UHOEKLIMM
SARS-CoV-2, KOTOpbIN HE MOXET 6biTb OOBSACHEH APYrUM
anartosom [2]. NMpu 3TOM CUMNTOMbI MOCTKOBUAHOMO CUHA-
poMa OKa3blBaloT HeraTMBHOE B/WSHWE Ha MOBCEAHEBHOE
dYHKLMOHMPOBaHWe peGeHKa, MOryT GbiTb NPOAOSIKEHNEM
NPOSIBNEHUI OCTPON MHOEKUMKW MM pa3BMBATbCS Mocne
Hee, UMeTb NEPUOANYECKUI WU PELIUAMBUPYIOLWNIA XapaK-
Tep [2]. PacnpocTpaHeHHOCTb MOCTKOBMAHOMO CUHApPOMA
cpeav B3pochnblx, nepeHecwunx COVID-19, no peaynbra-
TaM MeTaaHanu3a pes3ynbtatoB 194 paboT, cocTaBnseT

[IOBaHWI, pasBUTME MOCTKOBMAHOIO CUHApPOMa B Teye-
HMEe 6 Mec nocne nepeHeceHHOM MHOEKLUM oTMevaeTcs
TaKe NPUMEPHO Yy MONOBUHbI B3POC/bIX NauueHToB [4].
PacnpocTpaHeHHOCTb MOCTKOBMAHOIO CUMHAPOMa Cpeau
[EeTEN XapaKTepu3yeTcs 3HauYuTeNlbHOW BapMaTUBHOCTbLIO
OLeHOK. Hanpumep, No gaHHbIM cUCTEMATMYECKOro o63opa
22 uccnegoBaHWKM, YacToTa acTeHMM cpeau OeTen, nepe-
Hecwmx COVID-19, BapbupyeT oT 2 o 87% [5]. CornacHo
pesynbrataM OTeYEeCTBEHHbIX WCCNEA0BaHUMN, pacnpocTpa-
HEHHOCTb MOCTKOBMAHOrO CMHAPOMAa CPeau AeTeil cocTaB-
naet 20-25% [4, 6]. 3HaunTenbHbIn pas3bpoc anMaemMumo-
NOTMYECKMX [aHHbIX PacnpoCTPaHEHHOCTM MOCTKOBWUAHOIO
CUHAPOMa cpean AeTer MoxeT OblTb 00YCN0BNEH UCMOSb-
30BaHMEM pas/IMyHbIX KpUTepueB AauarHoctuku [7]. Mo
[laHHbIM JIOHTUTIOAHOIO UCCNEeA0BaHMUS, Takne NPosIBNEHMS
NMOCTKOBMAHOIO CUHAPOMA Yy [IETEN, KaK aCTEHUS, CHUKEHUE
BHUMaHUS, HapyLleHUe 0BOHSHWS, PErNCTPUPYEMbIE YEPES
1,5 Mec nocne nepeHeceHHoOn MHOEKLUKU, paspellaroTcs
B TeyeHwue roga [8].



Poccuiickne wuccnegoBaHUs MOCTKOBMAHOMO CUHApPOMaA
B [ETCKOW MONynsuMn UMenu psia METOA0N0rMYECKUX OrpaHu-
YEHUN: U3y4yanu ciydyam No o6pallaeMocT¥ B MEAMULMHCKYIO
opraHu3aumio (4acTHYO KIMHUKY [9], rOPOACKYK MOAMKAN-
HUKy [10]), BKAOYanM TONbKO AETEN C COMYTCTBYOLWEN naTo-
nornen [11], usy4anu ocobble rpynnbl }anob (B YacTHOCTH,
Bbl3BaHHble HapPYyWEHUSIMU KOFHUTUBHbLIX GYHKUMK) [12],
MCNONMb30BaNN COGCTBEHHbIE KPUTEPWUWM NS AWMATHOCTUKM
NOCTKOBUAHOIO cuHApomMa [9-12] unn ncnonb3oBanu Kpu-
Tepun, NpeasioxXeHHble ans B3pocnbix [4]. bonee Toro, npu
M3Y4EHUM MOCTKOBMAHOIO CUHAPOMA Y4acTo Y4MUTbIBANOCh
MHEHWe TonbKo aeten [9, 11], XOTa M3BECTHO, YTO OLIEHKHM
COCTOSIHMUSI 3[0pPOBbS AeTer MO UX COOBCTBEHHOMY MHEHWIO
N MHEHWIO UX POaMUTENEN 3HAYUTENbHO OTMYaloTCs. B yacTHo-
CTW, POAWUTENM MOTYT AaTb 601ee 06BHEKTUBHYIO OLEHKY BHELL-
HUX NPOSIBNIEHMI 60ne3HN pebeHKa (MBMEHEHNE NOBEAEHMS,
BIMSIHWE 6ONIE3HM Ha NOBCEAHEBHYIO }U3Hb), TOFAa KaKk cam
peb6EHOK — OLIEHKY CBOMX BHYTPEHHMX OLLYLLIEHWI (HacTpoe-
HWe, Hanmuune 6onun) [13]. O4eBUOHO TaKKe, YTO y AeTen Mnaa-
Lero Bo3pacta MHEHWE POANUTENEN ABNSETCH €AUHCTBEHHbIM
WCTOYHUKOM MHOPMaL MK O COCTOSHUM UX 340p0BbS [14], HO
Jaxke nocne GopMMPOBaHMUS HaBbIKOB PEYEBOro O6LLIEHNUS
B MOJIHOM Mepe onucaTb COOGCTBEHHOE COCTOsIHME [eTu Cro-
COGHbI IMLWb C CEMUNETHEro Bo3pacTa [15].

HacKkonbKO HaM M3BECTHO, OMPOCHblE WUCCNefOoBaHuUA
NMOCTKOBMAHOIO CMHApPOMA Yy AETer Mpu ydacTuu poauTe-
nen B Poccun paHee npoBoauAUCH NKlb B OAHOW paboTe,
KoTopas Oblna NocBsllEeHa HapyweHUo OOOHSAHUS nocne
COVID-19 u 6bina BbiNOMAHEHa A0 Ny6AMKaLMK aKTyalbHOrO
onpeaeneHus cocTtofHua [16]. B [daHun K oueHKe pac-
NPOCTPaAHEHHOCTM MOCTKOBMAHbLIX CMMMTOMOB Cpeau LeTen
(n = 16 836) B Bo3pacTe A0 15 neT npuBAeKanu poauTe-
Nien, Toraa Kak nogpocTku (15-17 net) nonaydyanu nucbMa
[Ns ydacTusl B onpoce HenocpeactBeHHo [17]. B pesynbra-
Te MNPWM3HaKKM MOCTKOBMAHOrO CMHAPOMa O6bliv BbISIBAEHbI
y 12-51% pgeten pa3Horo Bo3pacta. Takon pasbpoc otyac-
TU MOXET OblTb 06YCNOBMIEH TEM, YTO 4acCTb AaHHbIX Oblia
nony4yeHa oT caMux AeTen, YyacTb — OT UX poautenen [17].
B cBfi3K ¢ 3TUM LenecoobpasHbiM MOXKHO NMpMU3HaTb NpoBe-

[IEHWE POCCUMCKOro UccneaoBaHus, KOTopoe 6bI10 Obl NnLLe-
HO OrpaHUYeHn, UMEBLUMX MECTO B Npeablaylwmx paboTax
(cnnowHas BbIGOPKA, OUEHKa LWMPOKOro CrheKkTpa CUMMNTO-
MOB, UCMONb30BaHWE aKTyaNlbHbIX KPUTEPMEB AWArHOCTUKM
NOCTKOBMAHOIO CUHAPOMA), NMPU yd4aCcTUM pPOAUTENEN, 4TO,
BO3MOXHO, NO3BOMUT AOOUTLCA 6oee TOYHbIX OLEHOK pac-
NPOCTPaAHEHHOCTM NOCTKOBMAHOIO CUHAPOMA Y AeTeNn.

Llenb uccnepoBaHmna

M3y4nTb pacnpocTpaHeHHOCTb MOCTKOBWAHOIO CUHAPO-
Ma cpeau AeTen n ero BNUsSHUE Ha UX NOBCEAHEBHYIO XXU3He-
[lesiTeNbHOCTb NyTEM Onpoca PoanTENen.

METOAbI

Aun3aiH uccnegoBaHus

MpoBeaeHO OAHOMOMEHTHOE OMPOCHOE WccreaoBaHWe
C y4aCcTMeM 3aKOHHbIX npeacTaBuUTenen (poauTenemn) geten,
nepeboneswwmx COVID-19.

YcnoBus npoBeeHUa UcciefoBaHUaA

B uccnepoBaHMe BKIKOYANM 3aKOHHbIX MNpeAcTaBuTe-
Nen aeten, NPUKPENNEHHbIX K FOPOACKON MOAMKIMHUKE N2 3
(r. Yoa). UccnegosaHne 6bino Havato 20 uong 2022 T.
1 3aBepLUEHO 5 ceHTABPS 3TOr0 e roga, Yepes Heaesnto nocne
OTMPaBKK CCbIIKM Ha ONPOC NOCNEeAHEN rpynne poauTenen.

Kputepuu cooTBeTcTBUSA

[na ydyactus B Onpoce npwuriawany 3aKOoHHbIX npepn-
cTaBuTenen geten B Bo3pacTte oT 3 Mec Ao 18 net, nepe-
Heclwmnx nabopaTopHo noareBepxaeHHbin COVID-19 B 2021
n 2022 rr.,, HO He paHee 12 Heg OO yYacTus poauTens
B OMpoce, UMELLIMX AOCTYN K ceTh NHTepHeT.

Kputeprun HeBKIOYEHUA B UCCNegoBaHWe He 3anna-
HUPOBAHbI.

MpoBepeHue onpoca

MHdopmaumnsa o getax, nepeHecwmx COVID-19, a Tak-
€ KOHTaKTHble [JaHHble MX poauTenen 6blan nonyyYyeHbl M3
Pecny6nnkaHCKON MeaMUMHCKON WMHGOPMaLMOHHOW aHa-

Dilara R. Shagieval-2, Mansur A. Kutlubaev?, Airat R. Rakhmatullin®

1 Bashkir State Medical University, Ufa, Russian Federation
2 Children’s outpatient clinic N2 3, Ufa, Russian Federation

Post-COVID Syndrome in Children: One-Time Survey Study
of Parents’ Opinion

Background. COVID-19 symptoms often persist for a long time, it indicates the post-COVID syndrome development. Its frequency in children
population is generally studied by interviewing the children themselves. This approach limits the risk evaluation of post-COVID syndrome
development in young children who are unable to describe the persistent symptoms due to their age. Objective. The aim of the study is
to evaluate the prevalence of post-COVID syndrome in children and its effect on their daily activities by interviewing parents. Methods.
The survey covered parents of children (aged from 3 months to 18 years) who suffered laboratory-confirmed COVID-19 in 2021-2022 but
not earlier than 12 weeks before study initiation. The survey was conducted on-line. The presence of the symptoms (persisted or occurred
12 weeks after COVID-19), its impact on children’s daily life, the need for medical treatment or doctor's advice (due to these post-covid
symptoms) and vaccination against novel coronavirus infection were evaluated. Incidence of post-COVID syndrome was analyzed in
subgroups based on sex, age (< 3 years, 3-6 and 7-17 years), and disease severity. Results. Invitations to participate in the study
were sent to 2292 parents of all children registered at the clinic and suffered from COVID-19 via WhatsApp and Telegram messengers.
1533 (66.9%) of them agreed to take part in the survey, and 1258 (54.8%) filled out the questionnaire in full. The survey has revealed that
at least one symptom that persisted or occurred 12 weeks after COVID-19 was noted by parents in 764 out of 1258 (60.6%) children (more
often in the older age group and in severe cases). Significant negative impact of symptoms on children’s daily life was noted by 251 out
of 764 (32.9%) respondents. Parents of 734 out of 764 (96.1%) children have visited a doctor due to post-COVID syndrome symptoms.
Conclusion. Post-COVID syndrome develops in more than 60% of children after laboratory-confirmed COVID-19, according to parents.
However, we have reasons to believe that parental estimations could overestimate the prevalence of post-COVID syndrome.
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nutnyeckon cuctembl (PMUAC) — eamHon mHbOpMaLu-
OHHOW cucTeMbl B cdepe 3apaBooxpaHeHns Pecnybnuku
balkKopTocTaH, coaepKallen 3NeKTPOHHble MeAULMHCKUE
KapTbl BCEX rpaxkaaH, NPUKPeneHHbIX K MeAULMHCKUM opra-
HU3aumnam PecnybnnKn, a Takxe rpaxaaH, obpallaBlumxcs
3a MeAUUMHCKOM NMOMOLLbIO B 3TW OpraHu3auuu, BHE 3aBu-
CUMOCTU OT MecTa WX MOCTOAHHOIo MpOoXuBaHuA. Ha ocHo-
BaHMU 3NEKTPOHHOro 3arnpoca B CUCTEMY, BbINOJIHEHHOIO
OTBETCTBEHHbIM MccrnegoBaTenem, 6o naeHTnduumpoBa-
Hbl BCe AeTu (Bo3pacT Ao 18 net) ¢ kogom UO7.1 (COVID-19,
BMPYC MAeHTUOULMPOBAH) cornacHo MexayHapoaHoW Knac-
cuduKaummn 6onesHen 10-ro nepecmoTpa, NPUKPENIEHHbIE
K BbllleHa3BaHHOW MOMUKIUHUKe. [anee 6bln BblAeNeHb
netn, Kotopble nepeHecnn COVID-19 B 2021 un 2022 rr.,
HO He paHee 12 Hen A0 Havana uccnegoBaHus. OgHomy
M3 poauTenen pebeHKa uccnegoBaTenb (Bpay-neaguatp)
OTnpaBfsan coobLIeHWEe C UCMONb30BaHWEM MECCEHKepoB
WhatsApp 1 Telegram c npeafiokeHueM MNpuHATb yd4actue
B Hay4yHOM MCCNefoBaHUU O NMOCNeACTBUAX MHOEKLUU npu
YC/IOBUW Hanuyus Joctyna K cetv MHTepHeT y noTeHuunasnb-
HOro pecrnoHgeHTa. locne nonyyYeHws cornacus PoauTENto
HanpaBsa/IM CCbIIKY Ha OMPOCHMK, pa3MeLEeHHbIN Ha Be6-
cante www.onlinetestpad.ru. MoTeHUMaNbHbIM PECNOHAEH-
TaM npeasiaranocb OTBETUTb HA BOMPOCHI B TEHEHUE Heaenu.
3anonHeHne ONPOCHWKa MO0 6biTb BbINOIHEHO B TEYEHUE
O[IHOW ceccuu; nocne oTBETa Ha NOCNeAHUIM BONPOC CUCTEMA
npeanarana oTnpaBuUTb pPe3ynbraTbl OpraHnM3aTopam. Mocne
OTMPaBKMW BHECEHWE U3MEHEHUI B OMPOCHUK CTAHOBWIOCH
HEBO3MOXHbIM. [1p1 OTKa3e OT y4acTusa UK OTCYTCTBUM OTBE-
Ta B MECCEHAXKepax NepenncKa ¢ poanTENsIMU He Benach.

OnpocHKK BKIOYaN NsaTb BonNpocoB (cM. MpunoxeHune 1),
B COOTBETCTBMM C KOTOPbIMW PECMOHAEHTaM npeanaranocb
OLLEHWUTb HaJM4yMe M CMEeKTP CUMMNTOMOB, MEPCUCTUPYIO-
LMX UAX BO3HUKLWKX cnycTa 12 Hepn nocne nepeHeceHHoro
COVID-19, nx BAUsSIHME Ha NOBCEAHEBHYIO W3Hb pebeHKa,
noTPe6HOCTb B JIEYEHUU B CBA3U C YMNOMSHYTbIMKU CUMI-
ToMaMu, NpoBeAeHue BaKUMHAUMK NPOTMB HOBOM KOpPO-
HaBWPYCHOW MHODEKLMKU, a TaKKe ciydyau obpalieHus 3a
MEAMNLMHCKON MNOMOLLbID K BpayaM. CrMCOK BO3MOMXHbIX
CUMMTOMOB (BCero 22) 6b11 cocTaBfieH Ha OCHOBaHUKM Nnepey-
HS CMMMTOMOB, BbiiBAgeMbIXx nocne COVID-19 y geten [5].
McxoOHbIM nepeyeHb 6bl1 CKOPPEKTUPOBAH C YYETOM BO3-
MOXHOW YacToTbl CUMATOMOB (Bbl6UpanuM Hanbonee YacTole)
W NpeanonaraemMow CNOXHOCTU B MHTEPNpeTaLnn poanTens-
MW pebeHKa (cm. MpunoxkeHue 2).

AHanus B nogrpynnax

Yactota CMMNTOMOB, MEPCUCTUPYIOLLMX MAU BO3HUKLIMX
cnycts 12 Hep nocne COVID-19, npoaHann3npoBaHa B Noj-
rpynnax, cdopmMmMpoBaHHbIX MO MPW3HaAKy nona, Bo3pacTa
N TSXKECTU TedyeHns MHOEKLMK. BolaeneHsl cnegyoume Kate-
ropum BoO3pacTa: mnagwe 3 net (y pebeHKka OTCyTCTBYHOT
peyeBble HaBblKW, MO3BOSIOWME EMY OMUCATb CBOM XKao-
6bl, U €ANHCTBEHHbIM WCTOYHMKOM WMHOOpPMaLMK ABAsSeTCS
HabnogeHne poautenen), ¢ 3 4o 6 net (pebeHoK oBnageBaeT
$pa30BOM peybto, HO B TO XXEe BPEMS HE MOXKET B NOJIHOW Mepe
onucaTb BeCb CMeKTp cBoux owyuleHmn [18]), ¢ 7 go 17 net
(pebeHOK MOXET BepbannampoBaTb CBOU Kanobbl B NOSHOM
obbeMe [15]). TaxkecTb nepeHeceHHoro COVID-19 onpepe-
N8N uccnegoatenb (Bpay-neanaTp) No AaHHbIM pesynbTa-
TOB OCMOTpa W [OMONHWUTENbHbIX METOLOB WCCNefoBaHus,
OTPaXKEHHbIX B 3NEKTPOHHOW MEAMLMHCKOM KapTe 60/1bHOrO.
OueHKa TsKecTu npoBOAMNAacb McciegoBatefieM B COOT-
BETCTBMMU C METOAMYECKUMM peKomMeHauusmm MuH3gpasa
Poccuum [19] (KaTeropuun TaxKecTu: 6eCCMMMNTOMHbIN, IEFKWUN,
cpegHeTsKenoln, Taxenbin COVID-19), 6e3 yvyeta dopmy-
JIMPOBKU TSXKECTU 60/Ie3HWU, MPUCYTCTBOBABLUEN B Meau-

LIMHCKOW OOKYMEHTauuKU. JTOT e uccnegoBarteNb oTMevan
Hann4yme COMyTCTBYIOWMX XPOHUYECKUX 3aboneBaHuin, ecnu
pebeHOK HaxoanNcsa nNog AMcnaHcepHbiM HabnAeHUEM.

CraTucTMyYecKue npoueaypbl

lMpuHUKNbI pacyeTa pa3aMmepa BbIGOPKH

MpeaBapuTenbHblM pacyeT HeobxoAuMMoro pasmepa
BbIOOPKM HE MPOBOAMN.

CTaTucTtn4ecKue MeToabl

AHanu3 gaHHbIX NPOBOAMAM C MOMOLLbIO NaKeTa cTaTu-
cTnyeckmx nporpamm IBM SPSS Statistics, Bepcusa 21.0
(IBM, CLUA). OnncaHne KONMYeCcTBEHHOro nokasartens (Bo3-
pacT) BbINOSHEHO C YKa3aHMeM meauaHbl (25-n; 75-1 nep-
LueHTMn). CBS3b Mexay KONMYECTBOM CUMMTOMOB M MX
B/IUSIHWEM Ha MOBCEAHEBHYIO XM3Hb, a TaKKe pacnpeaene-
HME CMMNTOMOB, MEPCUCTUPYIOLLMX WMAN BO3HMKLUMX CMyCTS
12 Hep nocne COVID-19, B 3annaHMpoOBaHHbIX noarpynnax
n3yyanu ¢ UCMnoNb30BaHUEM KpUTEpUS XuU-KBagpaT MupcoHa.
CTaTUCTUYECKM 3HAYUMbIMKU CHMUTaNM pasnunuund npm p < 0,05.

JTHyeckasn aKcnepTusa

lMpoBeaeHne uccnegoBaHUs 6bI10 0406PEHO loKalb-
HbIM 3TMYECKMM KOMWTETOM bBallKMPCKOro rocyaapCTBeH-
HOro MeOMUMHCKOro yHuBepcuteTa (npoTtokon N2 9 ot
25.11.2021). dopmanbHoe MNUCbMEHHOE WMHMOPMUPOBAH-
Hoe JO6POBOIbLHOE COrnacue Ha y4acTve B ONpoce U UCNofb-
30BaHWe ero pesy/nbTaToB B Hay4HbIX LEensix oT poauTenen
He nonyyanu. Bmecte ¢ TeM OT BCEX PECrnOHAEHTOB 6bl10
Moy4eHo corfiacMe Ha yyacTve B OMpoce MOCPEeACTBOM
YKa3aHHbIX Bbllle MecceHaXKepoB. [lepcoHanbHas WHOp-
Maumsa (bamunus, UMs, OTYECTBO, AaTa POXKAEHUS pebeHKa)
M KOHTaKTHble AaHHble B MPUBA3KE K pesynbratam onpoca
He perucTpupoBani.

PE3YJIbTATbI

dopmMmupoBaHue BbIGOPKKU UCCNefO0BaHUNA

Mo cocTosiHuio Ha 20 uions 2022 . 3a NOAUKINMHKUKON N2 3
r. Yobl 66110 3akpenneHo 31 870 geten, U3 HUX nabopaTopHO
noaTeBepxaeHHbIn COVID-19 B 2021-2022 rT., HO He paHee
yem 3a 12 Hen A0 yd4actTus poauTens pebeHKa B uccne-
noBaHuM nepeHecnn 2292 (7,2%) yenoBeKa. CoobuieHne
C NpPeasioKeHneM NPUHATbL ydacTue B uccneaoBaHum 6bino
HanpaBfeHo 2292 poautensam, n3 Hux 642 (28,0%) oTkasza-
IUCb OT yyactua B onpoce, 117 (5,1%) He OTBETUAN UK He
UMenu goctyna K cetu MHTepHeT, cornacuancb y4acTBoBaTb
1533 (66,9%) poautens. N3 uyncna nocnegHux 3anofHUAK
OMPOCHUK B MNofHOM o6beme 1258 (82,1%) poautenemn,
ocTasnbHble (n = 275) ganu HenosHble OTBETLI. B uTore B aHa-
I3 OblNK BKAOYEHbI JaHHble 1258 aHKeT.

XapaKTepucTUKMU BbIGOPKU UCCNIe0BaHUSA

bonee NonOBUHLI AETEN, POAUTENN KOTOPbLIX 3aBEPLUNIN
onpoc, 6binnM MycKkoro nona (taén. 1). MeavnaHa Bo3pacTta
neten coctaBuna 9 (4; 13) net, HanbobLUYO rpynmny cocTaBK-
1 AeTH WKoNbHOro Bo3pacta (7—17 net). OueHKa TaXKecTn
nepeHeceHHoro COVID-19 y 3/4 peten cooTBeTCTBOBana
nerkon dopme 605€3HU, B KaXKAOM [OECATOM cly4yae Teye-
HMe 60ne3HM OblI0 6ECCUMNTOMHbIM U TO/IbKO B KaXaoMm
COTOM — TaxenbiM. N 370 npuToM, 4TO Bonee TpeTun aeten
MMENN COMYTCTBYIOLLME XPOHUYECKMNE 3aboneBaHns (Tabn. 1).

OCHOBHbIe pe3ynbTaTbl UCCNIEJ0BaHUSA

XoTa 6bl OAWH CMMNTOM MNEPCUCTMPOBaN WAW MOSABWUI-
cqa cnycta 12 Hep nocne COVID-19 y 764 (60,6%) neten.
YeTBepTb poauTenen otMeyanu y aeten GbICTpyto yTomase-
MOCTb MOCN€ Harpy3ku, 15-17% — pasapaxKkuTenbHOCTb,



Ta6nuua 1. XapaKTepuCcTUKK aeTen, nepeHeciumx COVID-19
Table 1. Characteristics of children who have had COVID-19

Ta6nuua 2. CUMNTOMbI, KOTOPbIE NEPCUCTUPOBANU UK NOSIBUIUCH
y aeten cnycta 12 Hea nocne COVID-19 (n = 1258)

T Table 2. Symptoms that persisted or occurred in children 12 weeks
acrora after COVID-19 (n = 1258)
MNokasarenu (n = 1258)
Mon (MyscKoit), a6c. (%) 689 (54,8) Mano6ul “acrora, a6e. (%)
Boapacr, a6c. (%): BbicTpas yTomMnsaemMocTb Nocne Harpy3ku 315 (25,0)
* <3ner 207 (16,5) Pa3apauTenbHoCTb 213(16,9)
e 3-6neT 230 (18,3)
e 7-17 net 821 (65,3) YyBCTBO yCTanocTu, o6uewn cnaboctu 207 (16,5)
Taxkectb COVID-19, a6c. (%): [onoBHble 601K 188 (14,9)
e  6eCCMMMNTOMHbIN 142 (11,3)
o nerkuit 935 (74,3) Cobine 162 (12,9)
® CPepHeTsKeNbli 168 (13,4) HapyuweHue cHa 157 (12,5)
°  TAXENbIH 13(1,0)
HapyuweHus nuueBapeHua* 143 (11,4)
Hanuuune conytcTBytoWwmx 3a6onesanHui, aée. (%) 483 (38,4)
CHWXeHuWe annetuta 141 (11,2)
BakuwnHauwmsa ot COVID-19, a6c. (%) 19/475 (4,0)*
_ Bonu B cyctaBax 1 MblliLLax 111 (8,8)
lpumeyaHue. <*> — paccyuMTaHO OT Yucna AeTern B BO3pacTe
= 12 nert. Bbinagexune Bonoc 109 (8,7)
Note. <*> — calculated from the number of children aged = 12 years. HapyLweHue namsTv 108 (8,6)
HaBs34nBble ABUKEHUS* * 88 (7,0)
4yBCTBO ycTasioctn / obllylo cnabocTb, rosoBHble 60K, HapyleHu1e 060HaHWS 1 BKyca 70 (5,6)
10-12% — KOXHYIO CbiMb, HapylWlEHWEe CHa, HapylleHue
MULLEBAPEHUS U CHWXEHWe annetuta. OcTanbHble CUMMTO- fonoBoKpyxeHme 68(54)
Mbl peErMcTpmMpoBanu ¢ yactoton meHee 10% (tabn. 2). XPOHWUYECKMIt Kaluenb 58 (4,5)
TonbKO OAMH cUMNTOM Obin OoTMe4veH y 295 (38,6%) o 5241
neteit, ga — y 179 (23,4%), Tpn — y 111 (14,5%), yeTbi- HIDKEHIE Maccbl Tena (@.1)
pe —y 63 (8,2%), natb — y 37 (4,8%), wectb — y 30 (3,9%), Mepe6ou B pa6oTe cepaua 37(2,9)
=7 — 9 7 -
7 —y 49 (6,4%). N3 4yncna poautenen, OTMETUBLLMX Han Opsika 26(2.1)
yne y pebeHKa XoTd 6bl OAHOr0 NOCTKOBMAHOIO CUMMTOMA,
251 13 764 (32,9%) ykazan Ha 3Ha4MMoe HeraTUBHOE B/IWs- Bonu B rpyan 22(1,7)
HME 3TUX CMMMNTOMOB Ha MOBCEAHEBHYIO XW3Hb pebeHKa, BecnpuuMHHas MMxopaaKa 6(0,5)

eule 255 (33,4%) 3aTpyaHUAUCH C OTBETOM, OCTajlbHble He
OTMETWNN TaKoM CBA3W. B aHKeTe poauTenam 6bi10 npeano-
KEHO YTOYHWUTb, KAKMM 06pPa3oM 3T CUMMTOMbI OKa3blBanu
HEraTMBHOE BNIUSIHWE Ha MOBCEAHEBHYIO KW3Hb, OAHAKO
pa3bAcHeHWs GblIM NoNyYeHbl MeHee YeM OT 1% OnpoLleH-
HblX. JleyeHne Mo MoBOAY MOCTKOBMAHbLIX CMMMTOMOB MNOAY-
ynnun 263 3 764 (34,4%) neten, 3a MeAULIMHCKOM MOMOLLbIO
obpauwanucek poautenu 734 u3 764 (96,1%) netew, vaue
BCEro K HeBposioram, OTOPUHONAPUHIONOraM U racTpoaHTe-
ponoram (taén. 3).

AHanus B nogrpynnax

lNepcuctnpoBaHue nam nosiBieHME CUMNTOMOB (XOTS Obl
oaHoro) cnycts 12 Hep nocne nepeHeceHHoro COVID-19
661710 oTMeYyeHo Yy 404 13 689 (58,6%) Mmanbymkos n 360 13
569 (63,3%) aesoyek (p = 0,094). B rpynne geBo4eK vale
pPErncTpMpoBani Takol CUMNTOM, KaK BbiMageHne BOoC, —
y 83 (23,1%) B cpaBHeHuM C 26 (6,4%) B rpyrnne Maab4MKoB
(p <0,001).

AHanu3 pacnpeaeneHus CMMNTOMOB C Y4eTOM Bo3pac-
Ta nokasasn, 4YTo XoTa Obl ofjHa anoba 6blna oTMeyeHa
y 94 u3 207 (45,4%) neten B BO3pacTe Ao 3 net, y 138 n3
230 (60,0%) peten B Bo3pacte oT 3 A0 6 netr n 'y 532 u3
821 (64,8%) pebeHKa B Bo3pacTe oT 7 o 17 net (df = 2,
p < 0,001). B cTaplien Bo3pacTHOM rpynne oTMe4vyeHa 6onee
BbICOKasi 4acToTa TaKMX CMMMNTOMOB, KaK 6bicTpasi yToM-
NeMoCTb nocnie Harpy3ok (y 264 (32,2%) B cpaBHeHWM
¢ 36 (15,7%) n 36 (17,4%) B cpeaHerh U mnajlien BO3-
pacTHbIX rpynnax; df = 2, p < 0,001), 4yBCTBO YCTanocTH,
o6uwen cnaboctn (y 164 (20%), 28 (12,2%) n 14 (6,8%)
COOTBETCTBEHHO; df = 2, p < 0,001), HapyweHne NamMsaTH
(y93(11,3%), 11 (4,8%) n 3 (1,4%); df =2, p < 0,001), BbINa-
AeHue Bonoc (y 96 (11,7%), 11 (4,8%) n 2 (1,0%); df = 2,

lMpumevaHne. <*> NoHOC, 3anop, B3yTUE XUBOTA, OTPbIXKKA, U3XKO-
ra; <**> pebeHOK TepebGuT oaexay, BOnocbl, 061n3biIBaeT rybbl,
rpbI3ET HOITK, COCET Masel, 4acTo MopraeT, 3anKaeTcs.

Note. <*> diarrhea, constipation, bloating, burping, heartburn;
<**> child tousles clothes, hair, licks lips, gnaw fingers, sucks finger,
blinks often, stutters.

Ta6nuuya 3. O6palleHune K BpadyaM y3Koro npoduns geten ¢ cumn-
TOMaMu, NEPCUCTUPOBABLLUMHU UK NOSIBUBLUMMKUCS cnycTa 12 Hep
nocne COVID-19 (n = 764)

Table 3. Subspecialists visits in children with symptoms persisted or
occurred 12 weeks after COVID-19 (n = 764)

CneuuanbHOCTb Yacrorta, a6ce. (%)
Hesponor 239 (31,3)
OTopuHONapuHronor 178 (23,3)
[acTpoaHTeponor 129 (16,9)
Annepronor 91(11,9)
OHAOKPUHONOT 63(8,2)
OpTonea 58 (7,6)
MMmyHonor 42 (5,5)
Xupypr 36 (4,7)
Mcuxonor 27 (3,5)
MynsMoHonor 17(2,2)
Mcuxnatp 16 (2,1)
[pyrue cneuvanucbl 266 (34,8)
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p <0,001), ronoBokpyKeHue (y 65 (7,9%), 2 (0,9%) n 1 (0,5%);
df=2,p=0,0001), ronoBHble 60nu (y 167 (20,3%), 17 (7,4%)
n4(1,9%); df = 2, p < 0,001), HapylLeHNss OBOHSAHUSA U BKyCa
(y 61 (7,4%), 5 (2,2%) n 4 (1,9%); df = 2, p < 0,001), 60511
B cycTaBax v mbliwuax (y 85 (10,4%), 25 (10,9%) n 6 (2,9%);
df =2, p = 0,003), nepeboun B pabote cepaua (y 34 (4,1%),
2 (0,9%) n 1 (0,5%); df = 2, p = 0,003), HapyweH1e CHa
(y 86 (10,5%), 33 (14,3%) n 38 (18,4%); df = 2, p = 0,006),
oablwKa (y 24 (2,9%), 2 (0,9%) 1 HM ogHOro cnyy4yas B mnaj-
wen rpynne; df = 2, p = 0,003). B cpeaHen Bo3pacTHON rpyn-
ne 6bl1a Bbllle YacToTa HaBA34YUBbIX ABUXKEHUM (Y 56 (6,8%),
25 (10,9%) n 7 (3,4%); df = 2, p = 0,009), pazapaxutenb-
HocTn (y 139 (16,9%), 51 (22,2%) n 22 (10,6%); df = 2,
p = 0,006) n cHmkeHunsa annetuta (y 80 (9,7%), 38 (16,5%)
123 (11,1%); df = 2, p = 0,016).

XoTa 6bl OAMH CUMMTOM MOCTKOBMAHOIO CUMHApPOMa 6bin
3apeructpupoBaH y 64 n3 142 (45,1%) neten ¢ 6eccMMnTOM-
HbIM TeyeHunem, 558 n3 935 (59,7%) — c nerkum, 131 u3
168 (78,0%) — co cpeaHeTsenbim 1 11 13 13 (84,6%) —
C TsKenblm TeyeHnem COVID-19 (df = 3, p < 0,001). B rpyn-
nax CO CpPeAHETSKENbIM W TAXKENbIM TeYeHUEM MHOEKLMK
yalle oTMeyvanacb 6biCTpas YyTOMASEMOCTb MOCAe Harpy3okK
(y 17 (12%), 229 (24,5%), 65 (38,7%) n 4 (30,8%) cooTseT-
CTBEHHO; df = 3, p < 0,001), cHmkeHne maccbl Tena (y 1 (0,7%),
36 (3,9%), 14 (8,3%) n 1 (7,7%); df = 3, p = 0,006), BbINage-
Hue Bonoc (y 6 (4,2%), 74 (7,9%), 26 (15,5%) n 3 (23,1%);
df = 3, p = 0,001), ronoBHble 601u (y 9 (6,3%), 141 (15,1%),
35 (20,8%) n 3 (23,1%); df = 3, p = 0,004), pasgpaxuTenb-
HOCTb (y 11 (7,7%), 144 (15,4%), 54 (32,1%) 1 3(23,1); df = 3,
p < 0,001), 4yBCTBO ycTanocTu, obuen cnadoctm (y 16 (11,3%),
141 (15,1%), 44 (26,2%) n 5 (38,5%); df = 3, p < 0,001), Hapy-
weHKe cHa (y 13 (9,2%), 103 (11,0%), 37 (22,0%) 1 4 (30,8%);
df =3, p <0,001). CtaTUCTUYECKN 3HAYNMbIE PA3IUUUS TPy
¢ pasHou TsaxecTbto COVID-19 oTmeyeHbl Ans pacnpeaeneHuns
TaKUX CUMNTOMOB, KaK 6ecrnpu4mHHas nmxopagka (H1 0gHOro
cnyyas y nauMeHToB ¢ 6eCCMMMTOMHbIM Te4yeHweM, fanee
y 4 (0,4%), 1 (0,6%) n 1 (7,7%) pebeHKa COOTBETCTBEHHO;
df = 3, p = 0,002), nepeboun B pabote cepaua (y 2 (1,4%),
26 (2,8), 9 (5,4%), HM ogHOro cny4as B rpynne ¢ TaXKenbiM
TeyeHuewm; df = 3, p = 0,03), HapyweHne namaTtu (7 (4,9%),
70 (7,5%), 29 (17,3%) n 1 (7,7%); df = 3, p < 0,001), cHuKe-
Hue annetuta (y 14 (9,9%), 95 (10,2%), 31 (18,5%), 1 (7,7%);
df = 3, p = 0,006), 60onn B rpyam (y 1 (0,7%), 10 (1,1%),
11 (6,5%), H1 ogHOro cnyvas B rpynmne NauneHToB C TAXeNbIM
TeyeHuewm; df = 3, p < 0,001).

Y peteit ¢ 661bLWLMM KOMYECTBOM NMOCTKOBUAHbBIX CUMMTO-
MOB Yallle OTMeYaNnocb UX HEraTUBHOE BAUSIHME Ha noBces-
HEBHYIO XU3Hb. Tak, cpean 294 neten ¢ 0gHOM xanoboun ee
HeraTMBHOE B/IMSIHWE Ha MOBCEAHEBHYI XWU3Hb pebeHKa
otMeTunun 42 (14%) poautensi, a npu Haan4ymMm = 7 CUMNTO-
MOB WX HeraTMBHOE BAUAHME oTmMevanun yxe 42 (86%) us
49 pogutenen. Bmecte ¢ 3TUM HEOBXOAMMO OTMETUTb, YTO
dopMynnMpoBKa Bomnpoca B OMNPOCHWUKe («BausT nu oTme-
YeHHble CUMMTOMbl Ha NMOBCEAHEBHYIO KU3Hb pebeHKa») He
No3BOMIAET OLEHUTb, GblIO0 K 3TO BAWAHWE O0BYCNOBMEHO
BCEMMW CMMNTOMaMu B OAMHAKOBOW Mepe UKW HEKOTOPbIMU
M3 HMX B BOJbLLIEN CTEMEHW.

OBCYXAEHME

Pe3lomMe 0CHOBHbIX pe3ynbTaToB UCCIEf0BaHUA

Onpoc poauTtenen nokasas, 4To NEPCUCTUPOBAHUE WK
nosiBfeHme xota 6bl 0AHOro cumnToMa cnycTs 12 Heg nocne
COVID-19 6bino y 6onee 60% geten B Bo3pacTte oT 3 Mec A0
18 net. Npeobnaganu xanobbl HEBPOIOTMYECKOIO XapaKTe-
pa — 6bICTpast YTOMASEMOCTb NMOC/E Harpy30K, pasgparku-
TEeNbHOCTb, YyBCTBO YCTanocti, obuasa cnabocTb, roN0BHbIE
60K, HapyweHUs CHa, a TaKXe CUMMTOMbl NOopaKeHus

KENYAOYHO-KMILEYHOrO TpaKTa M KOoXW. CuMniTOMbl Yalle
oTMeYanu y aeTew ctapluen Bo3pacTHon rpynnbl (7—17 ner),
a Take cpeau nepeHecwmx COVID-19 B cpeaHeTskenomn
n Taxenon popmax.

OrpaHU4eHuUsa UcciefoBaHuUA

C oHOM CTOPOHbI, MPENUMYLLECTBOM, a C APYyron — orpa-
HMYEHUEM HacTosiern paboTbl ABASETCA MCNONb30BaHWe
[N OLLEHKM 4acTOTbl CUMNTOMOB Y A€Ten MHEHWUS poanTENen.
MocneaHve MOrn HegOCTAaTOYHO TOYHO ONpPEeAEeNaTb Hannyme
(Mnn oTCcyTCTBME) CYOBEKTUBHbLIX MPU3HAKOB MNEepeHeceH-
HoM 60ne3Hu y cBoero pebeHKa [13]. CHMKaeT gocToBep-
HOCTb OLEHKM HaNnMymMa NOCTKOBMAHOIO CUHAPOMA BKIOYeE-
HWE B MccneaoBaHMe poauTenen AeTen rpygHoro BospacTa.
O4yeBKUAHO, 4YTO B 3TOM BO3pacTe pebeHOK He MOXKET Bblpa-
3UTb BECb CMEKTP CBOMX NEPEKMBAHWUM, CBA3AHHbIX CO 340-
poBbeM. OgHaKo Aons aeTen B Bo3pacTe Ao 3 IeT cocTaBuna
B Bbl6OpKe Bcero 16,5%.

B unccnegoBaHuy OTCyTCTBOBana KOHTpO/bHas rpynna,
4YTO MO0 MPMBECTM K MepeoLeHKe PacnpoCTPaHEHHOCTU
NMOCTKOBMAHOIO CUHAPOMA, TaK Kak CUMMTOMbI, MepeYvnCeH-
Hble B ONMPOCHMKE, MOMYT BO3HMKATb KaK Y 340POBbIX AeTeNn,
Tak Uy geten ¢ pasimyHbIMU XPOHUYECKUMU 3abonieBaHuUs-
MW, He cBsi3aHHbiMK ¢ COVID-19. Hanpumep, B HalMoOHasb-
HOM [aTCKOM MWCCNefoBaHWKW 4YacToTa CMMMTOMOB y AeTewn
Mnaglwen BospactHow rpynnbl 6e3 COVID-19 B aHaMHese
Oblna Bhbllle, YeM Yy Tex, KTo nepeHec COVID-19, a B cTaplien
3TOT NOKa3aTesb 6bl1 CONOCTaBUM B 3TUX ABYX rpynnax [15].
CnepyeT TaKkXe OTMETUTb, YTO aHanM3 YacToTbl CUMMNTOMOB
B noarpynnax, chpopmMnMpoBaHHbIX C y4€TOM Mona, Bo3pacTa
n Taxkectn COVID-19, B cuny 60/1bLIOI0 KonnM4yecTsa cpaBHe-
HWM MOT CTaTb MPUYMHON OBGHAPYKEHUS NTOXKHOMONOKMUTENb-
HbIX (Npu p < 0,05) pe3ynbTaTos.

B uccnegoBaHuy He oueHMBaNM TOYHOE BpeMs MosiB-
NeHnss CMMNTOMOB C MOMEHTa AumarHoctmku COVID-19.
970 npeacTaBnseTcs BaKHbIM, TaK KaK OAHW CUMMTOMbI
COVID-19 co BpemeHeM paspeluatoTcs (Hanpumep, rmnooc-
musg) [3], a apyrme — ycunuBatotcsa (addeKTUBHbIE pac-
CTpOMCTBA), U, BEPOSATHO, AN KaxKAoro nepuvoga 60ne3Hu
XapaKTepHbl «cBOM» cuMnTOMbI [2, 3]. Takxe cnegyet oTme-
TUTb, YTO B HACTOSILLEM MCCNELOBaHWM NPUMEHEHHOE Onpe-
feneHne NOCTKOBMAHOIO CUHAPOMA HECKOJIbKO OT/IMYanoch
OT cornacoBaHHOro onpegeneHns cuHapoma [2]. B yactHoc-
™, poauTensiM 3afjaBafics BOMPOC O CMMMNTOMax, KOTopble
«COXpaHsAoTCSA/NOABUAUCE CyCcTsS 3 MEC Nocsie NepeHeceH-
HOM HOBOW KOpOHaBMpycHOW UHdeKuun (COVID-19)», Toraa
KaK B COrnacoBaHHOM onpeaefnieHnn [2] roBOpUTCS O CUMI-
TOMaX, CoxpaHsolmxcs (KaK MUHUMYM) B TeYeHWe 3Toro
CcpoKa. 34ecb HEOB6XOAMMO TaKe OTMETUTb, YTO, COrNacHo
06LLENPUHATOMY OMNPEeAENEHNIO, CUHAPOM — 3TO COBOKYM-
HOCTb ABYX W 60nee CUMMNTOMOB C 06LLen atmonorunen [20],
Torga Kak, CornacHo ynoMsiHyToOMy OnpeaeneHmio KOHCEHCY-
Ca 3KCNepToB, 419 YyCTaHOBEHMS MOCTKOBMAHOIO CUHAPOMA
[OCTaToO4YHO oAHOro cumnTomMa. CnegoBartenbHo, 6051ee Kop-
PEKTHbIM 6yAeT UCMONb30BaTb BMECTO TEPMMUHA «MOCTKOBUA-
Hbl CUHAPOM» TEPMUH «MOCTKOBMAHOE COCTOSIHMEY.

OHnamnH-onpoc npeacraBnsgeT cobon HU3Ko3aTpaTHbIN
M onepaTUBHbIM METOA MoflydyeHus nHdopmMaumm OT 60/b-
LWKX FPYNn A0AEN, MeoLWmMX AocTyn K ceTn UHTepHeT [21].
OH ygob6eH ansl pecrnoHAEeHTOB, TaKk Kak He TpebyeT noce-
WEeHNS MeaMLMHCKOro ydpexkaeHuns. K ero Hegoctatkam
MOXHO OTHECTU OTCYTCTBME JOCTYyMNa K CETU M HEAOCTATOYHYIO
KOMMbIOTEPHYIO FPaMOTHOCTb HaceNeHUs C HU3KMM coLnanb-
HO-3KOHOMMYECKMM cTaTycom [22]. Kpome Toro, oTcyTcTBMUE
HenocpeacTBEHHOrO KOHTaKTa ¢ PeCnoHAEHTaMKn He Mo3BO-
N9eT NocneHUM Npu HE06X0ANMMOCTHM YTOHHUTbL CyTb BONpoca
WKW 3anpOCKUTb AOMOMHUTENBHYIO MHPOPMaLuio [21].



UHTepnpeTauus pe3ynbTaTtoB UCCEf0BaHUSA

OTANYUTENIbHOM 4epTON HaCcTOALWEro UccnefoBaHus AB-
nseTcs BbIAB/IEHWE MOCTKOBMAHbIX CUMMTOMOB Yy AE€TEW Ha
OCHOBaHWW peaynbTaToB onpoca poautenen. onyyeHHble
pe3ynbTaTbl CBMAETENLbCTBYIOT O 3HayuTeNbHO 60see Bbi-
COKOW pacnpoCTPaHEHHOCTU MOCTKOBUAHbIX CHMMMTOMOB
B CpaBHEHWW C pesysibTaTtaMu UccliefoBaHUi, aBTopbl KOTO-
pbIX ONUPANUChb Ha AaHHble, NOJlyYeHHbIE HEMOCPEACTBEHHO
oT feTen. TaK, B O4HUX UCCNefoBaHMAX YacToTa CUMMNTOMOB,
nepcuctupytowmnx nocne COVID-19, y geten pa3Hbix Bo3pac-
TOB BapbupoBana B npeaenax 15-28% [17], B apyrux (onpoc
6onee 126 TbiC. AeTeN) YacToTa NMOCTKOBMAHOIO CUMHAPOMA
Oblna KpaTHO HUXe — < 0,2% cpeaun feten B BoO3pacte
2-11 net n 0,65% — 12-16 net [23]. Takue pasnunyus
MOXHO OOBACHUTL TEM, YTO POAUTENN HEPELKO OLLEHMBAIOT
COCTOSIHWE [AeTen Yepe3 Npu3My COOCTBEHHbIX OLLyLEeHUN
W NpeaLwecTByloLlero onbita [12].

CornacHo nony4yeHHbIM HaMu peaynbratam, YactoTa nocT-
KOBWAHOIO CMHAPOMa B COOTBETCTBUM C OLLEHKOMN poauTenen
Oblfla HUXe cpean AeTen mMnagwnx BO3PacTHbIX rpynn. 3tu
[laHHble MOATBEPXAAITCA pe3y/brataMu KPYMnHbIX uccneno-
BaHWW, NpoBefeHHbIX nyTeM onpoca feten B [aHuum [17],
Bennko6putanum [23], U3paune [24]. Bo3pacTHble 0co6eH-
HOCTW pPa3BMUTUS MOCTKOBMAHOIO CUHAPOMA, BO3MOXKHO, CBS-
3aHbl ¢ 60/1e€ HU3KOW YacToToM Taxenblx ciydaes COVID-19
cpeav neTen mnajwero sospacta (J0 2 NIET), H4TO MOXET
OblTb 06yCnOoBNEHO nepepayven UM aHtuten K SARS-CoV-2
C MaTepPUHCKUM MOJSIOKOM [25]. BMecTe ¢ TeM 04E€BUAHO, 4TO
[leTW JaHHOW BO3PaCTHOM rpyrnbl HE MOTYT CaMOCTOATENIbHO
onucatb CBOM anobbl, U BCA MHPOPMaLMUA MOMKET ObiTb
nofyyeHa TONbKO OT MX pOAUTENEN, B CBA3KM C YEM Hesb-
35 UCKOYaTb MMNOAMArHOCTMKY MOCTKOBUAHOMO CHMHAPOMA
y Aeten mnaguwero so3dpacta [15].

CUMNATOMbI MOCTKOBWMAHOIO CMHAPOMA Yalle OTMEeYeHbI
poauTensamu cpeau aeten, nepeHecwux COVID-19 B cpeaHe-
TSKENnon u Taxenon cdopmax. B ocHoBHOM y geTen npe-
o6najanu HeEBPOSIOTMYECKME CUMMTOMbI, H4TO MOXET ObITb
CKOpee cneacTBMEM HapyLeHUs HEPBHOW perynsunmn GyHK-
LIMOHMPOBAHMS BHYTPEHHUX OPraHoB, HEXEeNn NposiBNEHNEM
X NPAMOro nopaxkeHus [26]. Kpome Toro, 605iee BbICOKUM
PUCK Pa3BUTUS MOCTKOBMAHOIMO CUHAPOMA, U B YaCTHOCTU
HEeBPOIOrMYECKON CUMNTOMATUKK, Y G6OJbHBIX CO CPpeaHeTs-
ENon M 0COBGEHHO Tshenow dopmamMu UHOEKLUMM MOXKET
ObITb 06YCNOB/IEH NOCNEACTBUAMMU BblPaXKEHHONW CUCTEMHOM
BOCMaNMTENbHOW peaKLnn, XapaKTepHon ans octpon dasbl
COVID-19 [27]. OnucaHo, Hanpumep, NpsMoe BUSHUE HEKO-
TOPbIX MPOBOCMNANUTESNIbHbIX LIMTOKMHOB (MHTEpNenkuHa 1,
MHTEpNEeNKMHa 6, GaKTopa HEKPO3a OMyX0/n) Ha TKaHb Nepu-
BEHTPUKYNAPHbIX 06nacter 60/blUMX MOJYLIAPUIA TONOBHO-
ro Mo3ra co cfiaboBblpaXeHHbIM reMaToaHLedanm4ecknum
Gapbepom [28], a TaKXKe onocpefoBaHHOE BUAHWE Ha
®YHKLMM FOIOBHOrO MO3ra nocpeacTBOM aKTUBaLMK OnyxK-
Jawouiero Hepsa [29]. BcnegctBue psiga GMOXMMUYECKMX
M3MEHEHUN, CBA3aHHbIX C HEMPOreHHbIM BOCManeHneM, nNpo-
UCXOAMT NepeKrtodeHne Metabonnama TpuntodaHa ¢ CUH-
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MPUNOXEHME 1

OnpPOCHMK MO OLleHKEe COCTOSAHUA 340POBbA peGeHKa nocse nepeHeceHHon HOBOW KOpoHaBUpycHoM MHdeKuuu COVID-19

PN E

[aTta 3anofiHEHNS aHKeThI

Homep TenedoHa

BospacT pebeHKa (Ha MomMeHT 3abonesaHns COVID-19)
Bo3pacT pebeHKa Ha MOMEHT ocMoTpa

Mepeuncaunte, KaKMe CUMNTOMbI COXPaHAIOTCSA/NoABUAKUCH Y Bawero pe6eHKa cnycta 3 mecsiLa nocie nepeHeceHHOMn
HOBOW KOpoHaBUpycHon uHeKuum (COVID-19):

O00ooooooooooooouooooooono

4YyBCTBO YCTaNoCTH, 06LLeN cnaboctm
ObiCTpast yTOMISIEMOCTb MOC/E Harpy3oK
paccestHHOCTb

HapyLeHns NamsaTm

ronoBHble 60K

pa3aparkKMTeNbHOCTb

HapylleHne 060HAHUS 1 BKyca
rONIOBOKPYXeHUe

HapylleHne cHa

HaBA3YMBbIE ABUKEHUS (TEPEOUT 0aexay, BOOChI, 06/1M3biBaET rybbl, FPbI3ET HOMTKU, COCET Nasel, 4acTo MOpraeT, 3anKaeTcs)
XPOHWYECKUM Kallenb

601 B CcycTaBax M MbllLax

HapyLeHNs NueBapeHns (MOHOCKI, 3aMopbl, B34YyTUE KMBOTA, OTPbIXKKA, U3XKOra)
oAbllKa

60511 B rpyam

CHUXXeHWe anneTuTa

nepebou B pabote cepaua

CbiMb

BblMageHne BONoC

6ecrnpuymMHHas nMxopagka

CHUXXEeHWe macchl Tena

HOBbIX CUMMNTOMOB HE OTMEYasocb
apyrue (yTO4HUTb)

BnusioT 1M oTMEeYeHHble CUMINTOMbI Ha noBceHEeBHYIO XXU3Hb peGeHKa:

oOoog

na

HeT

3aTPYOHAOCb OTBETUTh

€Ccnu [la, TO KaknM 06pasoMm (HanpumMep, CHU3WIach YCreBaemocCTb B LUKOJE, CTal MEHEE aKTUBEH, Kanpu3eH, MU3MEHUIOCh
rnoBeaeHue, yxyawnincb B3anMOOTHOLLIEHUS CO CBEPCTHUKAMM U T.4.)

Monyyan nm pe6eHOK KaKoe-To Jie4eHue No NoBoAy AaHHbIX CUMNTOMOB?

|
|
|
|

aa

HeT

3aTpyAHSAIOCb OTBETUTH

€Cnn [a, TO Kakoe (Ha30BUTE NpenapaT Uan HENNEKAPCTBEHHbIN METOA Ie4EHNS)

Bbbina nu npoBeAeHa BakUMHaLUUA pe6GEeHKY OT HOBOW KOPOHaBUPYCHOW UHDEKLIUK:

|
|

Aa (nata)
HEeT

K Kakum cneuyunanucram o6paLyanauch No NOBOAY *anob, coxpaHaBLUMXCS cnycTa 3 mecsila nocie nepeHeceHHoro COVID-19:

Oo0oOoooooooooo

neguatp

HeBpoor

ncuxuaTp

ncuxonor

annepronor

UMMYHOJIOT

ny1bMOHOMOr

racTpoaHTeposnor
oTopuHonapwuHronor (JIOP-spau)
3HAOKPUHONOT

Xupypr

oprtones

Apyrue cneymanuctbl (YTOYHUTD)
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NMPUNTOXEHME 2
®dopMupoBaHUe BbIGOPKM CUMMTOMOB NMOCTKOBUAHOIO CUHAPOMA

CUMNTOMbI* BbINoOJIHEHHbIE AeNCTBUS UTOoroBbi BapuaHT

Pa3apaxutenbHocTb

MNepedpasmpoBaHo.

. HaBs34nBble ABUKEHUS (TEPEOUT OLEXAY,
Llenb — o6ner4ntb poAUTENsiM BbiIBNEHUE HaPYLIEHWH

BOJIOCHI, 06/1M3bIBAET ry6bl, FPbI3ET HOITU,
coceT nafneL, 4acTo MOpraeT, 3anKaeTcs)

HapylweHus HacTpoeHus

MNepedpasnpoBaHo ¢ 6onbLIEN

YcTtanocTb o
AeTanusaumen CUMNTOMOB

YyBCTBO ycTanocTu, obuien cnabocTm

Original Article

OpuruHanbHas cTaTbs

PecnupaTtopHble CMMNTOMBI

MNepedpasnpoBaHo.
Llenb — o6neryntb poanTEeNsiM BbIIBNEHUE HaPYLLIEHWI

OablwkKa

Kawenb

BHeceHo yTouHeHue

XPOHWYECKUI Kallenb

3a/0KEeHHOCTb HOCa, pUHOpEs,
nepLleHne B ropne

MCKNoYeHbl B CBSI3M C BbICOKOM YacTOTOM y AeTen
BHe 3aBMCUMOCTH OT NepeHeceHHoro COVID-19

KOrHWTUBHbIE HapyLleHns

MNepedpasnpoBaHo.
Llenb — o6neryntb poanTeNsiM BbIIBNEHUE HaPYLLIEHWI

PaccesiHHOCTb

HapyweHusa namatu

CHUKeHWEe ToNepaHTHOCTH
K GU3NYECKMM Harpy3Kkam

MNepedpasnpoBaHo.
Llenb — o6neryntb poanTeNnsM BbiiBNEHWE HapyLLUEHWI

BbicTpas yToMIseMOCTb Noc/e Harpy3oK

M3meHeHne macchl Tena

M3MeHeHo ans obnervyeHuns nHtepnpeTaymm

CHUXeHWe macchl Tena

Mneprnapos

MCKNtoYEHO B CBSA3M CO CIOXKHOCTbIO MHTEpnpeTaumm

YWHblE CUMATOMBbI,
rMa3Hble CUMNTOMbI

VCKt0YEeHbl B CBSI3M CO CIIOXHOCTbIO MHTEpnpeTaLmmn

BO/IM B XMBOTE, 3aMopsbl,
avapes, TolwHOTa,/pBoTa

O6beanHEHbl B OAHY KaTeroputo.
Llenb — o6neryntb BoCNpuaTue.

HapyuieHus nuiesapeHmns (MoHoCkI, 3arnopbl,
B3/yT1E JKXMBOTA, OTPbIXKKA, U3¥KOra)

CKOBAHHOCTb B rpyau

McKno4eHo B CBA3M C HaCTUYHbIM COBMajeHUEM
C KaTeropven «6onun B rpyau»

TpeneTaHue B rpyau,
Bapube/IbHOCTb My/ibca

MepedpasnpoBaHO U 0O6bEANHEHO.
Llenb — o6neryntb poaMTeNsiM BbIIBNEHUE HaPYLLIEHWI

MNMepe6own B paboTe cepaua

Mwuanruu v apTpanrum
[lpyrvie Mblle4HO-CKeneTHble
HapylueHus

MNepedpasmpoBaHo.
Llenb — o6ner4nTb POAUTENsiM BbisiIBNEHUE HapyLIEeHWH

Bonu B cyctaBax v MblliLax

Yponornieckue cMMnToMmbl
HeBponoruyeckme cMMNTOMbI,
avcdarus, aMchoHns,
peyeBble HapyLeHns

MCcKnoYeHbl B CBA3KW C peAKOCTbIO (MeHee 1%)

MN3meHeHus MCKoYeHo, TaK Kak BbICOKa BEPOSATHOCTb

B MEHCTPYya/ibHOM LUKNe HeocBeLOMNEeHHOCTU poauTenen -
Mnepruapos 0 TaKMUX acneKTax 340poBbs X AeTen

Jnxopagka BHeceHo yTo4yHeHne BecnpuynHHas nuxopanka

M3mMeHeHMs CO CTOPOHbI KOXKKU

BHeceHOo yTouHeHue

Cbinb

HapyweHusa 060HAHMS,
HapylleHune BKyca

O6beanHeHo

HapyweHunsa 060HAHMA 1 BKyCca

lNpumevaHne. <*> — nepeyeHb CMMMTOMOB 3aMMCTBOBaH M3 cucTeMatTMyeckKoro o63opa [5]. BratoyeHbl B OMPOCHUK 6€e3 U3MEeHeHuM

8 CMMNTOMOB: HapyLeHWs CHa, roNoBHbIe 601, CHUXEHWEe anneTuTa, 60K B rpyan, roJIOBOKPYKeHWe, BbinajeHune BOnoc.

Note. <*> — the list of symptoms is taken from a systematic review [5]. Included in the questionnaire without changes 8 symptoms: sleep

disturbances, headaches, decreased appetite, chest pains, dizziness, hair loss.
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Hanbuuk, Poccuinckasn depepaumns
2 Pecny6IMKaHCKWI AETCKUIA KIMHUYECKUIA MHOrONPOodUIbHbIN LIeHTp, Hanbuuk, Poccuitckas deaepauus

JHuedanuT BUPYyCHOU 3TUOJIOTUU
(BUpYC repneca 4yesnoBeKa 6-ro tuna)
nocne COVID-19 y peGeHKa:
KJIMHUYECKUU cnyyau

KoHTaKTHasa nHdpopmauums:

ApxecToBa [uaHa PycnaHoBHa, KaHAWAAT MEAULMHCKUX HayK, OLEHT Kadeapbl AETCKUX BONE3HEN, aKyLlepcTBa U TMHEKONOrUn
KabapanHo-bankapcKkoro rocygapcTBeHHOro yHuBepcuteTa um. X.M. bep6ekoBa, Bpay-neanaTp KOHCYNbTaTUBHO-AUArHOCTUHECKOTO
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Appec: 360004, Hanb4uk, yn. YepHblwesckoro, 173, Ten.: +7 (960) 430-00-70, e-mail: diana_z.a@mail.ru

Cratbs nocrynuna: 28.10.2022, npuHaTa K neyatu: 26.06.2023

0O60cHOBaHHe. HapylueHuss UMMYHHON CUCTEMbI B paHHMe cpoku rocae COVID-19 accoynnpoBaHbl ¢ BbICOKUM PUCKOM
pa3BUTUS APYTMX UHOEKLMH, B TOM YUC/IE BUPYCHbLIX. JMarHOCTUKa NOCAe[HMX 3aTpyAHEHa, 0COBEHHO MPKU OTCYTCTBMM KIU-
HUYECKMX CUMITOMOB NEPBUYHOIO0 MHOULMPOBAHUS U BMECTE C TEM TSIKEI0M TedyeHnn 6one3Hn. O pa3BUTUMU IHLEedannTa
B pesysnbTaTe peakTuBaunu NaTEHTHOM BUPYCHOM MHOEKLUMU paHee He CcoobLyaiocb. OnucaHne KIMHUYECKOro cJyYasl.
Y AeBoYKM B BO3pacTe 4 n1eT 0TMEYEHO MOsIBAEHUE MCUXOHEBPOIOMMYECKON CUMITOMATUKU C MPUCOEAMHEHNEM Ha CeayHo-
LYMI Je€Hb TOHUYECKUX CYA0POr B KOHEYHOCTSAX. Ha 3-m cyT nocne gebiota pebeHOoK rocnutaan3npoBaH ¢ npeaBapuTesibHbIM
[INarHo30M «BUPYCHbIN 3HLepaanT». B aHamHese — 3a 3—4 Hej [0 Ae6toTa 3a60/1eBaHUS — KOHTaKT ¢ 60/1bHbIMU € labopa-
TOPHO MOATBEPIKAEHHOM HOBOM KOPOHaBUPYCHON UH(pEKLMEN C NOSIBAEHUEM Y pebeHKa MPU3HaKOB JIErKOM pecrmpaTopHoOM
MHpeKUnn (Ha Haandme SARS-CoV-2 obcnenoBaH He 6b11). [1ocsie NCKIIDYEHUS LMPOKOro CrneKTpa MHOEKLUMI (oTpuuyaTtesb-
Hbie pesynbTaTthl [P Ha SARS-CoV-2, yuutomeraaoBupyc, BUPYC NpOCTOro repreca, Bupyc 3nwtenHa — bapp, Tokconiasmy,
SHTEpPOBKpPYC) 3arofo3peHa ayTouMMyHHas npupoga nopaxeHns LUHC (B nocnegyrouiem He noaTBepxaeHa). Ha 15-e cyt
oT gebloTa 3a60/1eBaHNs B KIETKax KPOBM U B Ma3Ke U3 POTOITIOTKM OBHapy»KeH BUPYC repreca YyeaoBeka 6-ro tuna. B atn
)K€ CPOKU 06Hapy)eHa BbicOKasi KOHUeHTpauus ISG K SARS-CoV-2. JleyeHune (Ha pa3Hbix CTagnsax 6071e3HM — aHTMbaKTe-
puanbHas, NPOTUBOCYAOPOIKHAS, aHTMKoarysiHTHas, npoTMBOBUPYCHas, MIMMYHO3aMecTUTelbHas U ceJaTuBHas Tepanus,
[TIIOKOKOPTUKOCTEPOMAbI) HE MPUBEJIO K MOJIOXKNUTENbHON AUHaMUKe 6o1e3HU. 1o gaHHbIM MPT rosioBHoro mosra (23-u ¢yt
oT gebioTa 60/1e3HU) 0O6Hapy)KeHbl 30HbI JIeMKOodHLedaonatum CyOKOPTUKaIbHOro 6e/10ro BelecTBa KOHBEKCUTaJIbHbIX
OT/E€/10B TEMEHHbIX 1 3aTbI/IOYHbIX 40SIEH, CY6aTPOPUIECKME MBMEHEHNS BE/10r0 BeLeCcTBa MoayLapui Mo3ra ¢ YyMepeHHbIM
BMKapHbIM paclumpeHmem cybapaxHomaalbHbIX nNpocTpaHCTB. [TporpeccupoBaHme 3ab0seBaHUS MPUBEO K 1eTasbHOMY
ncxogy Ha 32-e cyT nocsie nosiBAeHUs NEPBbIX €ro NpM3HakoB. 3akmoyeHune. [TokazaHa BO3MOIKHOCTb Pa3BUTUS TSIKEI0ro
BUMPYCHOI0 3HUedannTa (B pesybtate nepB1MYHON reprnecBmpyCHON MHQEKLMN UM ee peaKTMBaLIMn) B paHHUE CPOKM rocsie
nepeHeceHHoro snerkoro COVID-19. [MpnYMHHO-CNEACTBEHHbIN XapaKTep 3ToH CBA3U TpebyeT [OMNOJIHUTE/IbHOIO U3YYEHUS.
Knio4eBbie cnoBa: JeTH, reprecBUpPyCHbIE MHEKUMM, dHLepannT, COVID-19

Ansa yntupoBanus: etmwes PA., ApxectoBa [.P, Mayesa O.A., inHaeBa J1.P.,, KambiwoBa E.A., Na3osa X.10. SHuedanut
BMPYCHOM 3TMOMOMMK (BUPYC repneca yenoBeka 6-ro tmna) nocne COVID-19 y pebeHKa: KNMHUYEeCKUI cnydan. Bornpochkl
coBpeMeHHou negnatpun. 2023;22(3):263-270. doi: https://doi.org/10.15690/vsp.v22i3.2588

OBOCHOBAHME

Bupyc repneca 4yenoseka 6-ro tuna (BI'Y4-6) oTHoO-
cutca K cemenctsy [AHK-cogepawux BMpycoB pofJa
Roseolovirus [1]. NepBn4Hoe MHOMLUMpPOoBaHKe BIMY-6 vaule
oTMeYyaeTcss Y MMMYHOKOMMPOMETMPOBAHHbLIX MNaLWeH-
TOoB [2]. B pgeTckoM BO3pacte MWK cliy4yaeB MNepBUYHOrO
MHOULMPOBAHUSA NMPUXOAMUTCA Ha NEPBbIV rof KU3Hu [2, 3].
B nocnepytowem aHTuTena K BI'4-6 o6HapyxuBaloT 6onee
yem y 90% B3pocnbix [1, 2]. Bupycbl repneca crnoco6Hbl
nepcucTMpoBaTh B OopraHuame YenoBeka Gnarogapsi CBO-
el BbICOKOM M3MEHYMBOCTH, YTO MPUBOAMUT K SIATEHTHOMY
N XPOHUYECKOMY TeyeHuto 6onesnu [2]. MHdekuns BIr4-6
MOXET MPOABAATLCSH BHE3aNHOW 3K3aHTEMOW, cygopora-
MK ¢ GebpubHOM NPOBOKALMEN, MUANTUYECKMM 3HLEeda-
JIOMUENIUTOM, MHOEKLMOHHLIM MOHOHYK/IE030M, a TaKkKe
noparKeHnem LeHTpanbHom HepBHoM cuctembl (LHC) [1, 4].
Ony6nmMKoBaHbl MHOTOYUCNEHHbIE COOBLLEHUA O MEHWUHIU-

Tax, aHUedbanuTax 1 aHuedanommenmTax, BblaBaHHbIx BI'4-6
[5-7]. Takoe Te4yeHne UHOeKLMM 0BYCNOBNEHO TPOMHOCTLIO
BMpYyca K KneTtkam Henpornuu [8], B KoTopbix BIMY-6 cnoco-
6eH coxpaHATbcsl B nateHTHow dasze [9, 10]. Hanbonblwas
TPOMHOCTb K rMManbHbIM KAeTKaM MoKalaHa ang nogruna
Br4y-6eB [8, 11]. Bosgenctene BI4-6B Ha acTpouuTbl npu-
BOAMWT K BbIGPOCY NPOBOCManUTENbHbIX LUTOKUHOB U UHAOYK-
umMm anunentoreHesa [11]. OTMeYEHO TaKKe COoxpaHeHue
Blr'4-6B B acTpouuTtax Ha HU3KOM YPOBHE aKTMBHOCTW, YTO
MOXET BbI3blBaTb HapyleHne ux GyHKUMOHWpoBaHUs [8].
Moatun BI'Y-6A oKa3blBAeT MPEeUMYyLLECTBEHHO LMUTOMNaTK-
Yyeckuh addEKT, Y4TO NpMBOAUT K MOPGHOIOrMYECKUM U3Me-
HeHWAM acTpoumToB [11, 12] W, Kak cneacTBue, pa3BUTUIO
HEBPOJIOTMYECKUX WM MCUXOMATUYECKUX W3MEHEHWW, pac-
CTPOWCTB MbIWNEHMS, NOSABAEHUIO KaTaTOHUYECKUX CUMNTO-
MOB, BO3HMKalOLWMX Nocne npoapoManbHOro nepvoga Ha
doHe cyb6bebpunbHOM TemnepaTypbl U CKYAHON HEBPONIOrU-

CURRENT PEDIATRICS / 2023 / V.22 / N° 3

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2023 / TOM 22 / N 3



E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

yeckon cumntomaTnkun [12]. Comatmyeckue 3aboneBaHus,
Bbl3BaHHbIE COYETAHHbIMWU FEPNETUYECKUMU MHPEKLUAMMU,
KaK npaBwWio, npoteKaloT 6onee Taxeno [13-15]. B page
paboT onucaHbl cnydyau MUKCT-MHOMUMpoBaHua SARS-CoV-2
c repnecsupycHon nHoekunen [16—18]. CoobLiatoT TaKKe
O BbICOKOM 4acToTe peaKTuBauuu NUMOOTPOMHbIX BUPY-
coB — BMpyca AnwTtenHa — bapp (B3B) n/mnm BI'4-6 Ha
doHe ocTpon nHbekunn SARS-CoV-2 y B3pocnbix [19, 20].
OOHaKo K yBEeNMYEHUIO NeTanbHOCTU KouHdpeKkuns BIY-6
1 SARS-CoV-2, BeposiTHO, He npunBoauT [19]. Mbl Habntoganu
TPOMX AETEN, B KPOBM KOTOPbIX Oblna o6Hapy*eHa JHK BI'4-
6 1 BMeCTe C 3TUM MOATBEPKAEHA NepeHeceHHas HpeKums
SARS-CoV-2. OnncaHne 0gHOro M3 3TUX CllydaeB npeacraB-
NIEHO HUXKeE.

KNIUHUYECKHUIA NPUMEP

O naumeHTte

[eBouka K., Bo3pacT 4 roga, nepeseneHa B mapte 2023 TI.
B Pecny6/iMKaHCKyo AETCKYIO KIMHUYeCKyto 6onbHuLy (PAKB,
r. Hanb4yumK) us LieHtpa no 6opb6e co CMNUA n MHGEKLMOHHBIMMK
3abonesaHuamu (LLMB co CMAXA n U3, r. HanbuuK) Ha 11-e cyT
OT Ae6toTa 3ab60oieBaHUSA C AMarH030Mm: «<AyTOUMMYHHbIV SHLEe-
danut ¢ 4eboToM CMMNTOMaTUYECKON POKaIbHON anunencum
C MOAMMOPOHBLIMU U BTOPUYHO-TEHEPANTM30BaHHLIMKU CYyAO-
poramu. OCnoXHeHus: anunenTuyeckas asHuedanonaTusi».
Hanobbl Npu NOCTYNAEHNN Ha NOBTOPSIOWMNECS FEeHepPann30-
BaHHble CyAOPOrM C NoAeprnBaHUAMM KOHEYHOCTEN, PUKCa-
LUMen B3rnsaa BBEPX M B CTOPOHY, HapylleHWe CO3HaHUs Ao
YPOBHS KOMbI.

AHamMHe3 3a60/1eBaHUsI

Co cnoB poautenen, 3aboneBaHne Havyanocb BHE3arnHoO
C MNCUXOHEBPONIOrMYECKON CUMMNTOMATUKKU: [eBOYKa Nepwu-
OAMYEeCKM He y3HaBana POACTBEHHWKOB, MOSABWIMCL Hapy-
LUeHUS BHMMaHWS, OTBETHOW peaKuuu, 3ameasieHne peyu,
BbITATMBAHME PYK WM HOI, BCKPUKMBAHWUSA, HEMPOU3BOJbHas

ABuUraTenbHas aKTMBHOCTb. lNOBbILEHNS TemnepaTypbl Tena
He oTMe4yeHo. Ha 2-e cyT OT Havana 3aboneBaHus NosiBU-
JINCb PE3KMe COKpalLEeHMS MblLLL, KOHEYHOCTEN C CUHIOLLIHOWM
OKpPaCKOM KOXM HOCOryGHOro TpeyrosbHUKa, KynmpoBanuchb
caMoCTosTeNIbHO. HOYbl0 OTMeYanucb 3pUTeSibHbIE ranio-
UMHaUMK (BUOEHUS NOCTOPOHHMUX NULL B KOMHaTe). B cBA3un
C 3TUM poauTenun obpallanmncb 3a NOMOLLbIO K NpeacTaBuTe-
N9IM AyXOBEHCTBA WM HETPAAWMLMOHHON MeAMLMHbI B Pa3HbIX
pernoHax CeBepHoro KaBKkasa. COCTOSIHME MpPOrpeccuBHO
YXYALanock, U Ha 3-M CyT OT Havyana 3aboneBaHus pebeHoK
Ha NM4YHOM aBTOTpaHcnopTe 6bin aoctasneH B LUIME co CMNA
1 U3, rae 6bin rocnutann3npoBaH B peaHMMaLMoHHOe oTae-
NeHue.

Hano6bl npu noctynnenuu B LUMNB co CMNA n U3 (3aecb
W Janee npeacTaB/ieHbl CBEAEHMS M3 MEAMULMHCKON AOKy-
MEHTaLUUU — UCTOpUM BONE3HU): BHE3AMHO BO3HWKalLas
BANIOCTb, CMEHSAoWAaAca BblpaXeHHbIM 6eCNnOKOUCTBOM
M KPWKaMW, CygoporM C MNOAEprnBaHUSMU KOHEYHOCTEN,
duUKcaumen B3rnaaa BBEPX U B CTOPOHY. Temnepatypa Tena
37,7 °C. CocTosiHME Tshxenoe, oTMe4vaeTcs HapylleHue
CO3HaHMA A0 ypoBHS aenunpus, 11 6anioB No LKane KoMbl
[nasro. B KOHTaKT He BCTynaeT, Ha o6palleHHYIo peyb He pea-
rupyet. Meprmognyeckn BCKaKnBaeT, CaanTcsl, B3rNaL OTCyT-
CTBYOLWMIA. MeHMHIeanbHbIX 3HAKOB HET. 3paykn d = s, paB-
HOMEPHO Cy)XeHbl, doTopeakuns 3amegneHa. MblleYHbln
TOHYC CHWMXeH, d = s. KoxHble NOKPOBbI 6/1efHble, YUCTbIE.
MWKPOLMPKYNALMSA HE HapyLleHa (BM3yabHas OLEeHKa: CUM-
nTom «6neaHoro NaTHa» meHee 3 ¢), nepndepmnyecKnx oTEKOB
HeT. Ha nuue n rybax remopparm4yeckne KopoyKku (Co cnoB
Mambl, pebeHOK pacuapanan CAM3ucTble 060/I04KM HOca,
nosiocTu pTa, N11uo). HocoBoe abixaHWe 3aTpyaHEHO B CBA3MU
C HanuMymMem remopparmyecKuMx KopoveK B Hocy. [bixaHue
caMOoCTOATe/IbHOE, YacToTa AblxaHus — 24/muH, Sp0, —
96%. AyCKynbTaTUBHO [blXaHWE BE3UKYNAPHOE, NPOBOANTCS
BO BCe OTAeNbl, XpunoB HeT. O6nacTb cepala He U3SMEHeHa,
rpaHuUbl cepaua He pacliMpeHbl. TOHbI cepiua rpoMKue,
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Viral Encephalitis (Human Herpes Virus Type 6)
after COVID-19 in a Child: Clinical Case

Background. Immune system disorders early after COVID-19 are associated with high risk of other infections development, includ-
ing viral ones. Their diagnosis is complicated especially in the absence of clinical symptoms of primary infection and alongside with
serious disease course. There are no reports on encephalitis development due to reactivation of latent viral infection. Clinical case
description. Girl, 4 years-old, had psycho-neurological symptoms followed by tonic seizures on the next day. The child was hospital-
ized on the 3rd day after disease onset with preliminary diagnosis of viral encephalitis. The child has contacted with patients with
laboratory-confirmed new coronavirus infection 3-4 weeks before the disease onset, later she had signs of mild respiratory infec-
tion (no examination of SARS-CoV-2 was carried out). Autoimmune nature of central nervous system injury was suspected after
excluding a wide range of infections (negative PCR results for SARS-CoV-2, cytomegalovirus, herpes simplex virus, Epstein-Barr
virus, toxoplasma, enterovirus), however it was not confirmed later on. Human herpes virus type 6 was revealed via blood tests and
oropharyngeal swab on the 15th day of disease. High concentration of I8G antibodies to SARS-CoV-2 was found was revealed as well.
Treatment (antibacterial, anticonvulsant, anticoagulant, antiviral, immunosupportive, and sedative therapy, glucocorticosteroids) did
not achieve significant improvement. Brain MRI (on the 23rd day of the disease) has shown leukoencephalopathy zones in subcorti-
cal white matter of convexital surfaces of parietal and occipital lobes, subatrophic changes in white matter of cerebral hemispheres
with moderate vicarious enlargement of the subarachnoid spaces. Disease progression led to patient’s death on the 32nd day after
first signs appearance. Conclusion. The development of severe viral encephalitis (as a result of primary herpes virus infection or its
reactivation) in the early period after mild COVID-19 is shown. Its cause-effect relations require further examination.
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pUTMMYHbIE. HacToTa cepaeyHbix coKpalleHnn — 100-112
yA./MWH, apTepuanbHoe gaBneHne — 110/65 mm pT. CT.,
3anNM304bl TaxuKapauu npu 6ecrnokonctee Ao 150 ya./MuH.
HMBOT MArKUIN, He B3AyT, 6€3601e3HEeHHbIN. [TeyeHb, cene-
3eHKa He yBenun4yeHbl. CTyn nocne Kin3mbl, OPOPMIEHHbIN,
6e3 naTosIorMyecknx npumecen. [uypes CHUXKeH (no ype-
TpanbHOMY KaTteTepy).

lpeaBapuTeNbHbIN AMarHO3: BUPYCHbIN 3HLIEDANUT, anu-
nentuyeckas aHuedanonatus, aKCTpanMpamMugHas Hepo-
CTaTO4YHOCTb.

B KAMHMYECKOM aHanmn3e KpoBKW NpU MNOCTYNAEHUN IENKO-
LUMUTO3 (14,96 x 10°9/51), HENTPOGUIEs, CABUI NENKOLIUTAPHOM
dopmynbl BNeBo (303mHoduAbl — O, nanoykosgepHole — 9,
cermeHtosigepHole — 79, numdoumntel — 10, MoHoUM-
Tbl — 2). UccnepoBaHve MeTOAOM MOMMEPA3HON LEenHom
peakumn (MLP) ma3skoB n3 3eBa M Hoca Ha SARS-CoV-2,
B3ATbIX Ha 2-e cyT OT Ae6loTa 3aboneBaHus, — pe3yfb-
TaT oTpuuaTeNnbHblM. B AeHb NOCTYNNeHWs BbINOJHEHa Mar-
HUTHO-pe30oHaHcHasa Tomorpadusa (MPT) ronoBHoro moasra:
OBGHapyXeHbl MPU3HAKN YMEPEHHO BblparKEHHON Hapy>KHOM
rmagpouedanuun. YnbTpa3ByKOBOE WcCClefoBaHWe opraHoB
OPIOLLIHON NONOCTU — 6€3 3HAYUMbIX UBMEHEHUN.

B aeHb noctynneHus HadaTa aHTMOGaKTepuanbHasa Tepa-
nusa uedanocnopmuHom V NoKoneHus, Hy3noHHas Tepanus
C y4yeToM GM3MOIOrMYECKON MOTPEBHOCTH, THOKOKOPTUKO-
cTeponabl U3 pacyeTa 1 Mr/Kr/cyT B nepsble 3 CyT, MPOTUBO-
CyAOpOXKHasa Tepanus (BanbnpoeBas Kucnota). Ha 4-e cyt
OT gebioTa 3aboneBaHuUs NpoBeaeHa CMeHa aHTUbaKTepu-
anbHOro npenapata (NpPUYMHA CMEHblI B JOKYMEHTaLMKU He
yKa3aHa) Ha co4yeTaHue KapbaneHema u PpTOPXMHOMOHA
(MmeponeHem + uUMNPOdOKCALMH), Ha4YaTa aHTUKOarynsaHT-
Has, NPOTMBOBUPYCHaSN (ALMKNOBUP) U UMMYHO3aMeCTUTENb-
Hasa Tepanus (MMMYHOM06Y/IMH YeNOoBEKa HOPMalbHbIR).

Ha 4-e cyT oT ge6tota 3a60s1eBaH1S BbIMOHEHO UCCeno-
BaHWe KpoBu M NMKBOpa metogom MLUP Ha untomeranoBupyc-
HYIO MH}EKLUMIO, BUPYC NpocToro repneca, BOb, Tokconnas-
MO3, 3HTEPOBMPYC — pe3y/nbTaTbl OTpuUaTenbHble. B3aTbl
o6pasLbl KPOBU U CIOHbI ANs uccnegosanuna metogom MNLUP
Ha BI4-6. Mpu nccnegosaHmm NMKBopa: peakuns NaHam (Ha
coaepxaHue 6enka) — nonoxurtenoHasa, 6enok — 0,20 r/n,
rnoKkosa — 3,4 mMMonb/n, nieountos — 8 (COOTHOLIEHNE
cofepKaHua rMioKo3bl U CIMHHOMO3rOBOM XUAKOCTH 24 : 3).

Ha 4-e cyT oT ge6tota 3a6oneBaHu1sa B CBA3K C MOBTOPSIIO-
LMMMCA CyaoporamMmun npoBeaeHa MHTy6aLLms Tpaxen M HavaTa
MBJ1 annapaTtom Hamilton-C1 B pexxume PSIMV. MNapameTpbl:
BR — 25 B/MuH, PiP — 17,0 cm, PeeP — 5,0 cm, Fi0, —
50%, Vt — 110 mn. B 70 Ke BpemMs B KIMHUYECKOM aHanmae
KPOBM OTMEYEHbl HOpManu3auus KoauyecTBa NeWKoOLMUTOB
(7,11 x 10%/n, nano4ykosaepHble — 0,28 x 109/5, cermeH-
TosaepHble — 5,68 x 109/n, numdountsel — 0,85 x 109/n,
MOHOUMTEl — 0,28 x 10°9/71), nosiBNeHne NPpU3HaKoB aHeMum
(remorno6uH — 98 r/n, aputpountel — 3,64 x 1012/n).
C-peaKTuBHbIN 6€10K — < 10 mr/a, NpoKanbUUTOHUH —
< 0,5 Hr/mn. Havata cepatmBHasa Tepanus (TMONeHTan
HaTpus).

Ha 6-e cyT oT ge6tota 3a6oneBaHns BbINOJIHEHO NOBTOP-
HOe uccneaoBaHMe Ma3KoB M3 3eBa M Hoca Ha SARS-CoV-2
meToaoM [MLP — pesynbTaT oTpuuaTenbHbIN.

Ha 9-e cyt oT pebioTa 3aboneBaHus NpoBeaeHa Tene-
MeAMLMHCKAs KOHCynbTauMs € y4acTUeM peaHumarosora,
HeBposiora POCCUMMCKOW AETCKOW KIMHUYECKOM 60/bHULbI
HaunoHanbHOro uccneaoBaTeNbCKOro MEAMLMHCKOrO YHM-
Bepcuteta uM. H.U. Mnporosa (r. MocKkea). C y4yeTom gebioTa
3ab60/1eBaHUA C MCUXMYECKMUX HapyLIEeHWW, MocneayroLmx
HapYLEHUA CO3HaHWSA, NMPUCOEAMHEHUS CYAOPOXHOrO CHH-
ApOMa, 3KCTpanuMpamuaHbIXx HapylweHUN, OTCYTCTBUSA SBHbIX
CTPYKTYPHbIX UBMEHEHUM No AaHHbIM MPT ronoBHoro mosra,

MWHUMaNbHOMO NJEOLMTO3a, UCKIOYEHNS BUPYCHOM 3TUOMO-
rmn 3aboneBaHus U3 rpynnbl repnecBupycHbIX (kpome BIY-6,
pesynbratbl MCCNefoBaHWS OGbliv NOSyYEeHbl C 3a4epPiKKOon
no TEXHUYECKUM MPUYMHaM, CBSI3aHHbIM € NabopaTopu-
en) NpeanosioXKeHo pasBUTUE ayTOMMMYHHOro sHuedanura.
Kpome TOro, otmMeyeHa Heob6XO0AMMOCTb MPOBEAEHUS And-
depeHumanbHoOM AMarHOCTMKKM C rpynnamMu HacneacTBEH-
HblX 60ne3Her obMeHa BewecTB € 3HuUedanonogobHbIM
TeyeHueM. B aTon cBA3M peKOMEHA0BaHO NPOBECTU UCCe-
[OBaHWE CbIBOPOTKM W JIMKBOPA Ha aHTUTena K rnyramart-
nexkap6okcunase (AT-GAD), K HeMpoOHanbHbIM peLenTopam
M cuHantnyecknm 6enkam (NMDA, LGI1, CASPR2, AMPAL,
AMPA2, GABAB1), 0nvMroknoHanbHbii MMMYHOTNo06YynuH G,
aHTUHEWpPOHanbHble aHTUTena (namH-610T, aMmPUOU3UH).
TaKkXe peKoMeHAOBaHO MPOLOMKNUTL MPOTUBOCYAOPOXKHYIO
Tepanuio, ceaaTUBHYIO Tepanuto (C BO3MOXHbIM MepeBo-
AOM C TWOMeHTana HaTpus Ha Muaasonam), MIOKOKOPTU-
KOCTEPOUAHYIO Tepanuio (METUANPEAHN30/10H) U3 pacyeTa
30 Mr/Kr/cyT BHYTPMBEHHO KanejabHO B TeyeHue 3 CyT,
NpW NONOXMUTENbHON JUHAMWKE — AOMOSIHUTENBHO ABa AHA
B A03MpoBKe 20 Mr/Kr/cyT.

B TeyeHne nocneaywowmx 2 cyt Tepanus NpOAOIKEHa,
COCTOsIHUE pebeHKa 6e3 AMHaMUKK. B cBS3KM € Npeanonoxe-
HMEeM 06 ayTOMMMYHHOW Npupoae 3abonieBaHnUs U OTCYTCTBU-
eM NoATBEPHKAEHNS UHPEKLMOHHON NpMpoabl 3a6oieBaHus
cornacoBaH nepesoa pebeHka B PAKB.

AHaMHe3 XH3HU

Co cnoB MaTepu M3BECTHO, YTO Pe6EHOK OT TpeTben b6epe-
MEHHOCTU, NPOTEKaBLUEN Ha GpOoHe recto3a NepBomr NosoBU-
Hbl. Poabl TpeTbK, CpoYHble, dnanonormyeckme. Macca tena
npu poxxaeunn — 3600, onnHa — 52 cm. MNepuoa agantaumm
npoTeKan rnagKko. Pe6eHoK Haxoauncs Ha rpyaHoM BCKapm-
NIMBaHUK O 3 MEC KM3HW, Aanee nosnyyan agantupoBaHHYyo
Mono4Hyto cMecb Nestogen. [leBo4ka pocna v pa3suBanach
COOTBETCTBEHHO BO3pacTy. PecnmMpatopHbIMKU UHPEKLMUAMU
6onena He 4yacTto. Ha nepBom rogy »u3Hu Habnoganacbhb
y HeBpoJsiora no noBOAYy MNepuHaTanbHOW 3HuedanonaTtuu.
[Mocelwana geTckoe OOLWKOoNbHOE y4ypexaeHne. KapaHTuHa
B IETCKOM AOLWKONbHOM YYpexeHnn Ha MOMeHT 3aboneBa-
HUS He 6bl10. TpaBM 1 onepauui B aHamHese HeT. JeTCKUMH
MHPEeKUMSMU He 6onena. AnneprosiorMyeckuii aHamHe3 He
OTArOLWEH.

[pMBUBOYHbLIN aHaMHe3: MpUMBUTaA COrlaCHO Hauu-
OHaNbHOMY KaneHgapto NpoPUNaKTUHECKUX MNPUBUBOK.
®dTM3naTpoM He Habnwoganacb. Bupara Ty6epKyIMHOBOM
YyBCTBUTENIbHOCTH, MO AaHHbIM GpopMbl N2 112 /y, He 6bl10.

nugemuonornyecKkun aHaMmHe3s

daKT nepeHeceHHONn HOBOM KOPOHABWMPYCHON WMHOEK-
UMM poauTenu KaTeropuyecku otpuuanu. OgHako B npo-
Lecce CcTauMOHapPHOro HabAAEHMA OblN10 YCTAaHOBAEHO,
4yTO poauTenun pebeHKa 3a 3—4 Hend A0 ero 3aboneBaHus
nepeHecnM nabopaTtopHO MOATBEPIKAEHHYIO HOBYIO KOPO-
HaBUPYCHYIO MHPeKuuto. PebeHOK umen B TOT nepuoj
KaTapanbHble MNPOsiIBNEHUS, HO Ha Hanuine SARS-CoV-2
o6cnegoBaH He Obi.

dusuKanbHaa AMarHocTuka

Mpn rocnutanusaumm B PAKB pebeHOK Haxoauncs Ha
MCKYCCTBEHHON BEHTUNSALMM NIEFKMX, HapyleHWe CO3HaHus,
Koma 1 (no wkane Masro — 12 6annos). TemnepaTypa
[0 cyb6debpunbHblx 3HadveHmn (37,6 °C). TemoanHamuKa
cTabunbHasg. He noanexat cyeTy NoMMOpdHbIE 3NMNapoK-
CU3Mbl GOKaNbHOIro XxapakTepa: YepBeobpasHble ABUKEHUS
npaBoN KUCTU C TOHUYECKUM BbITATMBAHWEM BCEN BEPXHEWN
KOHEYHOCTH, NpuBeeHNE C MPOHaLUMEN TEBON PYKK, BbITAMM-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

BaHMWe ryé B TPy604Ky, MUOKIOHWU NepuopasbHON 1 neprop-
6uTanbHOM obnacTeu.

MpepBapuUTeNbHbIA AUArHO3

AYTOMMMYHHbIN 3HUedanuT ¢ AebloToOM cuMnTomMaTnye-
CKOM oKaNnbHOW anuaencum ¢ NoAMMOPGOHbIMU U BTOPUYHO-
reHepann3oBaHHbIMU cyaoporamu. OCNOXKHEHMS: abixaTesb-
Hasi HeaoCTaTOYHOCTb 2-i cTteneHun, MBJI, anunentuyeckas
aHuedanonatus.

[AnHamMmuKa u ucxopabl

[nsa ytouHeHns anarHo3a B PAKB Ha 11-e cyT oT age6ioTa
3aboneBaHMsa NPOBEAEH KOHCUAMYM C y4acTUeM HEBPOSO-
ros, peaHumartonora, neguartpa. C y4eTtoM yCcTaHOB/IEHHOIO
KOHTaKTa pebeHKa ¢ 60/bHbIMU, MEPEHECLUMMU MOATBEPK-
neHHbin COVID-19, pekoMeHAoBaHO onpeaefneHne aHTu-
Ten K SARS-CoV-2 (IgG 1 I1gM), a TaKKe yTOYHEHME MPUYUH
3afepPKKM MoNyYyeHus pes3ynbTaToB paHee MNpPOBEAEHHOro
nccnenoBaHUs KPOBKU M CNtoHbl Ha BIM'Y-6. Pe3ynbtat paHee
nposeaeHHoro [LP-uccnegoaHna Ha SARS-CoV-2 oTpwu-
uateneH. MposedeH psia NabopaTtopHbIX U MHCTPYMEHTasb-
HbIX UccnenoBaHuin. Ha aneKkTpoaHuedanorpamme (12-e cyt
OT pgeb6loTa 3aboneBaHus) 3adUKCMpOBaHblI NOIMMOPOHbIE
doKanbHble anuMNenTUYecKne NpPUCTynbl. KanMHMYeCKni aua-
rHO3: aHUedanuT HeyTOYHEHHON 3TMONOMUM (BO3MOXKHO ayTo-
UMMYHHbIN) C Ae60TOM POKanbHON AaNUIENCcUn.

Mpn ynbTpa3ByKOBOM WCCNeA0BaHUKU BHYTPEHHWUX opra-
HOB (14-e cyT OT AebloTa 3aboieBaHUs) — 3HAYUMBbIX U3MeE-
HEHUM He OBGHapyxeHo. B aToT e AeHb B3sTbl 06pasubl
KPOBM Ha CMEKTP aMWMHOKMCIOT METOLOM TaHAEMHOM Macc-
CMEKTPOMETPUM (CyxMe MATHA KPOBW), OpraHUyecKue auu-
LypWW, aHann3 reHoB HapyleHus LMKia MoyeBuHbl (NAGS,
OTC, CPS1, SLC25A15, ASS1).

Ha 15-e cyT oT ge6iota 3aboneBaHus nosyvyeH pesynsrart
KONMYEeCTBEHHOro onpeaeneHus BupycHon (BIM'Y4-6) Harpys-
KM B KJIETKax KPOBW, B3ATbIX AN WUcCnefoBaHus Ha 4-e
CyT OT fge6iloTa 3aboneBaHusa (3afepiKa CBsi3aHa C TEXHU-
yecknmu npobnemamu na6opatopuu). O6HapyxeHa AHK
Bry-6 B Konnuectse > 1 konuu Ha 10° kneTtok. AHK BIrY-
6B BblgeneHa U B Ma3Ke M3 POTOIMNOTKW. TakKe o6GHapy-
)KeHa BbICOKasa KOoHUeHTpauus IgG K cnankoBoMy 6enKky
SARS-CoV-2 — 2,14 YE (Hopma po 1,1). Ha ocHoBaHuu
pe3ynbTaToB 3TUX UCCNefOoBaHUM 6bin 3anofo3peH aHueda-
NIUT, BbI3BaHHbIN BI'Y-6 n pasBuBLIMIACA nocne MHOEKLNUH
SARS-CoV-2 ¢ ge6iotoM cuMnTomMaTU4yeckon anunencuu. Ha
OCHOBaHWM pelleHns 04epesHoro KoHcunmyma (Ha 16-e cyt
oT ge6loTa 3ab6oneBaHuKs) B COCTaBe HEBPOIOroB, neanatpa
M peaHMmMaToNoroB HasHayeHa NPOTUBOBMPYCHas Tepanus
(raHUMKNOBMP NapeHTepasnbHo). PeKoMeHaoBaHa NOBTOpHas
MPT ronoBHOro Mo3sra, a TakXe wuccnegoBaHWe NMKBOpa
meTtogom MUP ana onpenenenns OHK BIY4-6 B anHamuke
(B UTOre — He npoBefeHbl).

Ha 17-e cyr oT pe6iota 60ne3HuM Oblna npoBedeHa
TenemeauLMHCKas KOHCYybTauMs C ydacTMeM Henpoxupyp-
ra oTAeNeHUs HeNpoXMpyprum u HeunpotpaBMbl HUMU HeoT-
JIOXKHOW [OETCKOM XMpyprun u TpaBmartonoruun (r. Mocksa),
HeBposioroB U peaHumatonoros PAKB ¢ uenbio Bepudu-
KauuMuM guarHosa M BblGopa AanbHenen TaKTUKKM Bede-
HMa nauuneHTa. C yd4eTom TOro, 410 Ha GOoHE BbICOKMX A03
BBOAMMOro MPOTUBOCYAOPOXKHOIO npenapaTa (Banbnpoe-
Basl Kucnota 60 Mr/Kr) Habnioganucb OTCYTCTBME Tepa-
neBTMyeckoro adpdekTa (coxpaHstowmecs CcyaopoXKHble
nogepruBaHna B KOHEYHOCTSX) MU HU3KOE COAepKaHue npe-
napata B KPOBW (KOHUEHTpauua BanbnpoeBOM KWUCAOThI
18,7 MKIr/MA NpU PEKOMEHAYEMON TepaneBTUYECKOW KOH-
ueHTpauun 50-100 MKr/min), peKoMeHJ0BaHO MNPOBECTH
KOHTPOJIbHbIN MOHUTOPWHI BUAEOINEKTPOIHLEedanorpaMmmsl

B Te4yeHue He meHee 60 MUH 1 yBENUYUTb JOSUPOBKY TUONEH-
Tana Hatpus, norpy3us pebeHka B 6apObUTYpOBYIO KOMY Ha
4-5 cyT. YuuTblBas Hann4yume napesa KnwevyHuka u Heobxoan-
MOCTK BBeAEeHUS BENKOB, 9HAOCKOMUYECKU B TOHKUI KMLEY-
HWK Gblal YCTAHOBMIEH 30H[, HAYaTO KOPMJIEHUE C BBEAEHMEM
$GHU3M0N0OrMYECKOro pacTBopa C NOCTEMNEHHBLIM YBENNYEHNEM
o6beMa 1 cocTaBa MULLK.

Ha 18-e cyT npu npoBeAeHWW PEHTIEHONOrMYECKOro
nccneaoBaHUsa OpraHoB FPYAHOM KIETKM OGHapyeHbl npu-
3HaKKW cybcerMeHTapHoOro atesiektasa BepXHEN 40N NpaBo-
ro NIerkoro, ateneKkrasdbl BEPXHEW AO0AM NEeBOro Nerkoro,
HWXXHeJoneBas NHEBMOHMSA cneBa. TorAa e Ha 3XoKapamo-
rpamMMe — MNPU3HaKK YTOLWEHNUS CTEHOK NIEBOrO YKENyAou-
Ka. CoKpaTuTenbHas cnoCO6HOCTb MMOKapAa He HapylleHa.
®dpaKkuyusa Bbibpoca — 66%. He3HaunTeNnbHOE KOMYECTBO
XMAKOCTM B NepuKapae.

Mpun noBTOpHOM MPT ronoBHoro mosra (23-u ¢yt ot aebio-
Ta 60/1e3HU) — 30HbI JIEMKO3HLedanonatum cyoKopTuKasb-
HOro 6enoro BelecTBa KOHBEKCUTa/IbHbIX OTAENI0B TEMEH-
HbIX W 3aTblIOYHbIX Aonen, cybaTpoduyecKne W3MEHEeHMs
6enoro BelecTBa nonylwapum mo3ra ¢ yMepeHHblM BUKap-
HbIM paclwmnpeHrmem cybapaxHomaanbHbIX NPOCTPaHCTB. B ToT
€ [eHb B KIMHMYECKOM aHanuM3e MOo4YM — MpPOTEUHYPUS
(6enok — 2,7 r/n), nenkoumtypmus (nemkouutel — 10-12
B Mofie 3pPEeHUs), IPUTPOLUTYPUS (CBEXKME IPUTPOLUTBI —
8-10 B none 3peHus). Mo gaHHbIM BUOXMMUYECKOrO aHaNu-
3a KPOBM 3HAYEHUSI KpeaTMHWHa M MOYEBMHbI B npeaenax
HOPMbI, runoanbéymmHemus (44 r/n). Pe6eHOK KOHCYNbTU-
poBaH HedpPONOromM: AMArHOCTUPOBAHO OCTPOE MNoYeyHoe
noBpexaeHne, acCoLNNPOBaAHHOE C UHDEKLIMOHHO-TOKCHYE-
CKMM cocTosiHueM, 1-i cTeneHn. PEKOMeHL0BaHbl KOHTPONb
KOHLEeHTpauuKn KpeaTuHUHa, anypesa, KoppeKLumsa runoasnb-
BYMUHEMUK, OTMEHA HEDPOTOKCUYHbBIX MpenapaToB. B cBa3u
C HEO6XOAMMOCTbIO MPOAOCIKEHNS UCKYCCTBEHHOW BEHTUNSA-
LMW 1 PUCKOM Pa3BUTUS MPONEKHEN Tpaxen B TOT e AeHb
yCTaHOBJ/IEHa TPaxeoCcToMMUYecKas TpyoKa.

C 24-x no 27-e cyt oT pgebioTta 60ne3HU COCTOSHME
pebeHKa 6e3 gMHaMuKK. Mpu nccnegoBaHUsAX KPOBK, BbIMOI-
HEHHbIX B 3TW CPOKMK: C-peakTuBHbIN Genok — 133 r/n,
NPOKanbUMTOHUH — 0,5 Hr /MmN, KpeaTuHUH — 33 MMONb/AN,
Mo4yeBUHa — 4,3 MMO/b/N, CTOMKOE HapacTaHue naKraT-
aumnposa (pH 7,18; naktat — 6-8,6 MMOSb/1).

Ha 28-e cyT oT ae6iota 60/1€3HN NoNyyYeHbl pe3ynbTaThl
nccnenoBaHus aHtuTen K AT-GAD, HeWpoHanbHbIM peLen-
TopaMm M cuHantuyeckum 6Genkam (NMDA, LGI1, CASPR2,
AMPA1, AMPA2, GABAB1), 0IMroknoHanbHOMY MMMYHOIO-
O6ynunHy G, aHTUHENPOHaNbHbIM aHTUTENaM (NanH-6710T, amdu-
GU3UH) — pesynbraTbl OTpULATENbHbIE.

Ha 30-e cyT oT ge6ioTa 3aboneBaHUs B HEBPOJOrnye-
CKOM CTaTyce COCTOsiHME 6€e3 MONOKMTENbHON AMHAMUKM.
[ny6okas meaMKamMeHTo3Has KoMa. CHUKeHMe J03bl TUONEH-
Tana Hatpus 40 3 MKI/Kr/4 NpUBOAMAO K BO3OGHOBMEHUIO
CYLOPOXHbIX MOAEPTMBaHMI B KOHEYHOCTSX M MbllLAX anLa.
AHM30KOpUSA, 3padyknM S < d. TOHYC MbIlIL, PE3KO CHUMKEH,
«no3a narywku». CyXxoxKunbHble pedreKcbl CHUXKeEHbl, 6e3
4YeTKOM pa3HuLbl CTOPOH. BeretatnBHo-Tpodumyeckas chepa:
KpynHosiyenuctas MpaMOpPHOCTb, KpacHbiv gepmorpaduam.
YauTbiBas aHamHe3, 0COB6EHHOCTM TeyeHus 3aboneBaHus,
KIMHWKO-NabopaTopHble JaHHble, UMENUCb NOKa3aHusa Ans
npoBeAeHns reModunbTpaLLmMm C LIeNbio HOpManu3aLmm Knc-
NIOTHO-OCHOBHOIO COCTOSIHUS B CBSI3M C OTCyTCTBMEM 3P deK-
Ta OT NPOBOAMMON KOHCepBaTUBHOM Tepanuu. lposeaeHo
3 ceaHca.

Ha 32-e cyT oT aebiota 3a6oneBaHUs COCTOSIHNE pebeH-
Ka cTano aroHanbHbiM. lporpeccupoBana KIMHWKA MNOM-
OpraHHOM HefOCTaTO4YHOCTW, BblPa)KeHHbIM NaKkTaT-aunaos.
B HeBponornyeckom cratyce: Koma 3, narodrtanbm, cKie-



puT. HapyweHne MHUKPOLMPKYASALMM C ydacTKaMKu KpymnHoO-
A4YEeUCTOM MPaMOPHOCTM U LMaHo3a. TepMonabuibHOCTb.
Onddy3HbIM OTEYHbIM CUHAPOM. B nerkux goixaHue ocnabne-
HO ANDOY3HO, BbICNYLIMBAKOTCSH CYXME PaCCESHHbIE XPUMbl.
B cepaue: 6pagnaputMus, TOHbl cepaua rayxue. lNapes
KuleyHuKa. lMeyeHb +6 cMm. AHypus. OcTtaHoBKa cepaua.
B 09:30 nocne npoBeAeHWs peaHUMaLMOHHbIX MEpOonpu-
ATMM B MOHOM OObEME KOHCTaTMpoBaHa 6Guonorvyeckas
cMmepTb. OT NaTonoroaHaTOMMYECKOro MCCAefoBaHNUs Poau-
TEeNW KaTeropuMyeckn OTKa3aluCb MO PENUrMO3HbIM CO06-
PaXKEeHUSM.

BPEMEHHAS WWKAJIA
XpoHonornsa passuTna 601e3HU nauneHTKn K., Kawode-
Bble COBbITUSA U UCXO NPEACTaBEHbl HA PUCYHKE.

OBCYXAEHUE

3aboneBaHue AebOTUPOBANO C OCTPON NMCMUXOMNATONOMU-
YEeCKOM CUMMTOMATUKK (KPaTKOBPEMEHHOW aMHEe3uu, 3pu-
TeNbHbIX raANloLUUHALMIA, 3NM3040B PE3KOro BO3OYKAEHMS,
yepeayrLmMxcs ¢ COHIMBOCTBIO M BSANOCTbIO), NPOrpeccuBs-
HO YXyAWanocb, NPUCOEAMHWUAUCH TOHWYECKWUE CYAOPOTHM.
Poautenn ob6patMnmcb K MEAUUMHCKUM paboTHMKaM Ha
3-n cyt 3abonesaHunsa. O6cnenosanHmne B UIMB co CNnA
1 U3 He BbISBUNO MHOEKLMOHHOW NPUYMHBI 60SIE3HU, Bbla
npeanonoXeHa ayToMMMyHHas npupoga nopaxkeHusa LIHC.
O6cnepoBaHune (peaynbraTbl NTabopaTopHbIX TECTOB Mosy4ye-
Hbl TONIbKO Ha 28-e cyT OT AebtoTa 3aboneBaHus) aTy runoTte-
3y He MOATBEPANIIO.

OvddepeHunanbHag AMArHOCTUKA 3HAOMEHHbIX MCU-
X030B, ayTOMMMYHHbIX W BUPYCHbIX 3HLEedanMToB KpanHe
3aTpygHuTenbHa. lpu gunddepeHunanbHOW AMarHoCTUKe
3HAOMEHHbIX MCUXO30B U NCUXMYECKUX HapYLIEHUI Npu rep-
neTMYecKmx aHuedanmTax BaxxHO OTMETUTb BO3HUKHOBEHME
B C/nyyae 3HuedanuMta CMMMNTOMOB HapyLIeHUs CO3HaHMA
W CYLOPOXKHbIX NPUNAaAKOB, CBUAETENLCTBYIOLLMX 06 OpraHu-
YEeCKOM MNopa*KeHWU Mo3ra u ux nokannsauuu [12]. AnarHo3s
«BEPOATHOrO» ayTOMMMYHHOTI 0 3HUedanmTa TpebyeT Hannyiuns
3 KpuTepueB: 6bICTpoe Havano (4o 3 mec), NnapoKCcU3mainb-
Hasi BTOPUMYHO-TeHepannM3oBaHHas aKTMBHOCTb Ha 3EKTPO-
3HuedanorpamMmMme MnnM TMMPOLMTAPHBLIN NIEOLMTO3 B JINK-
Bope A0 100 KNeToK/MM3, UCKNoYEeHWe APYrMX HO30510rUiM
[19]. AnarHo3 4OCTOBEPHOI0 TMMOBUYECKOTO ayTOMMMYHHOIo
3HUedanmMTa MOXeT B6blTb YCTAHOBMIEH HA OCHOBaHMK NOA4O-
CTPOro Havyana ¢ 6bICTPbIM Pa3BUTUEM KOTHUTWMBHbBIX Hapy-
LWEeHUN (B NepByl0 o4epedb HapyllEeHWN KPaTKOBPEMEHHOWM
namsiTu B TeyeHmne 3 mec, NoAMMOPOHbIX Cyaopor), ABYCTO-

POHHMX MATONOrMYECKMX U3MEHEHUI B 061aCTU rMMNNOKaM-
na, HannM4ymMa OAHOro M3 AOMONHUTENbHbLIX MPU3HAKOB. lpu
OTCYTCTBMM XOTS 6Gbl OAHOMO M3 BbllleyKa3aHHbIX KpUTEpHUEB
AMArHO3 CYMTaeTcs AOCTOBEPHbIM NUlb MPU OBHapyXKe-
HUW B KPOBU W LiepebpoCrnnHanbHON XUOKOCTU aHTUTenN
K NMDAR, AMPA1, AMPA2, GABAB1 [19]. OcTpoe Havano
¢ ObICTPbIM Pa3BUTUEM KOTHUTUBHbLIX HaPYLIEHWH, ABYCTO-
POHHMX MATONOrMYECKMX UBMEHEHUIM B 061aCTU rMMNNOKaMm-
na (no gaHHbiMm MPT), oTCcyTCTBME aHTUTEN K peuenTtopam
W CUHaNTUYeCKUM 6eflkam HEWPOHOB (pesynbTaT MosyvYeH
NUWb Ha 28-e cyT oT gebioTa 3abosieBaHMs) NO3BOIUIN
WUCKNOYUTb ayTOMMMYHHYIO NpUpoay 3HuedanuTa y AaHHOro
nauueHTa.

Mpu3HaKKM BoCNanMTENbHOMO MpoLecca, U B 4aCTHOCTU
cyb6debpunbHasa TemnepaTtypa Tena, JEMKOLUTO3 C HENTPO-
dunesom, ysenndyeHne CO3 M NoBbllEHME KOHLIEHTpaLUK
C-peaKTMBHOro 6enka ¢ nocneayolmm HapacTaHueMm, yKa-
3blBajlM Ha HEO6XOAMMOCTb MOMUCKA WMHOEKLMOHHOW Mpwu-
YMHbl 6051e3HM. OgHaKo oTpuuaTtenbHble pesynbtatbl [MLP-
ncenegosaHmsa Ha SARS-CoV-2, uutomeranosupyc, BIb,
BUpYCbl reprneca 1-—2-ro TMNOB, TOKCOMMa3sMy M 3HTEPO-
BMPYC BbIHYAWAN WCKNOYNUTb MHOEKLMOHHYIO 3TUOMOMNIO
3Huedanmta. OTCPOYUAN AMArHOCTUKY BUPYCHOM MNpPUpOabl
3HUedanuTa n OTCyTCTBME KNTMHUYECKMUX CUMITOMOB NEPBMY-
HOro MHoMuMpoBaHus BIMY (BHe3amHas 3K3aHTEMa, JIMXO-
pagka 6e3 BMOAMMOro o4ara MHPEKLMKU, KOXKHas Cbilb UK
GebpunbHble NpUCTynbl B AebtoTe 3aboneBaHusl), a Takke
nosgHee (Ha 15-e cyt oT ge6ioTa 60/1€3HU) 0BHaApYKEHUE
AHK BIr'y-6.

TpyaHOCTM B [AMArHOCTUMKE BMUPYCHOro 3HuedanuTa,
Bbl3BaHHOro BIY4-6, cBA3aHbl C NEPCUCTUPYIOWEN U NATEHT-
HoM dopMamu MHPeKumn [1]. Hanbonee 4yBCTBUTENbHbIM
METOAOM AMarHOCTUKK NepBUYHON HeKumn anaetca MNLUP
[1, 2]. OgHaKko paxe obHapyxeHue OHK Bupyca He Bcerga
CBWAETENLCTBYET O NEPBUYHOM MHOULMPOBAHMU, @ MOMKET
O6blTb NMPM3HAKOM peaKTuBaLnn MHPEeKUMn U3 dasbl NaTeH-
umu [1]. Kpome Toro, y TpETU AETEN C NEPBUYHOM MHDEKLIMEN
WU ee peaKTuBaLmen MoryT 6biTb O6HapYXeHbl cneundunye-
ckue 1gM [2]. na npoBeaeHusa andodepeHunanbHOn guarHo-
CTMKM B TaKMX Clyyasx NpeanoyvTUTeNbHO MCNofib30BaHWe
MLP ¢ obpaTtHoW TpaHCKpunTason [2, 4], ogHaKO TexHuye-
CKMX BO3MOXHOCTEN ANS NPOBEAEHUS 3TOro UCCNefoBaHUsS
He 6blno. TakKe AN NoATBEPKAEHUS AMarHo3a nepBUYHOM
MHOEKLMU Yy AeTen MNoKa3aHO ornpefeneHne HapacTaHus
TUTPOB aHTUTEN K BIM'Y-6 B cepmn ceponornyeckmx Tectos [2].
Ha peaktuBauuto B4-6-nHdEKL MM YKa3bIiBAOT U OTCYTCTBME
KNMHUYECKMX CUMMITOMOB NEPBUYHOI0 MHbMLUMpoBaHua BI'Y

PucyHoK. [leBoyKa K.: xpoHonorus passutna 601e3Hu, KnloyeBble COObITUS U UCXOS,

Figure. Girl K.: disease course, key events, and outcome

MonnmopodHblie NapoKCHU3Mbl
dOKanbHOro xapakrepa;
nonoxutenbHol MLP-Tect Ha BI'Y-6,
npeAnonoXeHne BUPYCHOM 3TUONOrMK
3Huedanuta

MenvKkameHTo3Hasa Koma,
aHU30KOPUS, «N03a NATYLWKKN»,
KPYMHOSYENUCTbI MPaMOpPHbIN

PUCYHOK KOXM, aroHanbHoe
COCTOsIHME

HapyweHune BasaTtune
CO3HaHus 6vomartepuana
[0 nennpwusa Ha BIM4-6
[eGioT 2
-€ C! 4-e c 11-ec
3a6osieBaHuA L o L

l l

! 1

15-e cyT 17-e cyt

l

32-e cyt

Cya0pOXKHbIN
CUHAPOM

MpeanonoxeHue
06 ayTOUMMYHHOM
3HUedanuTe

CoxpaHsitolmecs CynopoXKHble
noaepruBaHus Ha GpoHe
NPOTUBOCYA0POXKHOW TEPAnUu

CURRENT PEDIATRICS / 2023 / V.22 / N° 3

7

BOMPOCbI COBPEMEHHOW MEAUATPUM / 2023 / TOM 22 / N 3



g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

(nepeyncneHnbl Bolwe) [1, 4], a TaKKe pa3BuUTUE UHEKLMH
B HEXapaKTepHOM AN1a NepPBUMYHOr0 MHPUUMPOBAHUSA BO3-
pacte (MUK 3a60neBaemMoOCTU MPUXOAMTCA Ha NepBble ABa
roga *u3Hu [1]). C y4eToM nepeyvncrieHHbIX 06CTOATENLCTB
cYMTaeMm, YTO B OMUCaAHHOM HaMu cnyyvae y pebeHKa umena
MeCTO peaKTuBaums BI4-6 n3 dasbl nateHuuun nocne npea-
NnosIoXKUTEeNbHO nepeHeceHHoro COVID-19, 4To onucaHo Ha
npumMepe 60MbHbIX C UMMyHocynpeccuen [1, 2, 10].

BupycHas npupoga asHuedanuta He Oblla NOATBEPHK-
JeHa B pebioTe 3a6o0/neBaHMsA, YTO OXMAAEMO, TaK Kak
pesynbratbl [MUP B 3TM CPOKM 4acTo 6GbIBaOT JIOXKHOOTPU-
uaTtenbHbiMuK [7, 8]. IMarHocTnKy 3aboneBaHns 3aTpyaHUIo
M OTCpoYeHHoe nonyvyeHune pesynbtatoB [LUP Ha BIY-6,
a TaKXKe HenpoBefeHMe NOBTOPHOro UcciefoBaHus Lepe-
6pocnuHanbHOM XUAKOCTU Ha Hanuyue Bupyca. Kpome
TOro, UMenNu MecTo TPYAHOCTM AnarHocTuku COVID-19, o6y-
C/IOB/IEHHbIE OTpULUaTenbHbiMU pe3ynbratamu MUP (Ma3ku
M3 Hoca u 3eBa) Ha SARS-CoV-2 un HenpoBeaeHWeM Mpw
rocnutanusauunn B UMNB co CMNA n N3 TecTtoB Ha I1gG n IgM
K SARS-CoV-2. OfgHaKo BbllleyKa3aHHble HeJoCTaTKU Auna-
FHOCTMKMK, MO HaWeEMy MHEHWI0, He MNOBAMSIN Ha WCXOA
3a60/1eBaHNA BBUAY TAXKECTU M arpecCMBHOCTU ero Teye-
HUS. B nutepatype yxxe 6blnM onucaHbl ciydan nopaxkeHus
LHC npwu repnecBupycHon MHbEKUMN Yy AeTeN, BbI3BAHHOM
KaK MOHO-, TaK U MUKCT-UHbEKLMnen. Bmecte ¢ aTum oTme-
YeHbl U TPYAHOCTM AMArHOCTMKM, a TaKXe BaXKHOCTb CBOe-
BPEMEHHOro Havana nevexHus [2].

Hanunuyne cy6dbebpunnbHON nMxopanku (B TedeHne > 24 ),
NnabopaTopHbIX NPU3HAKOB BOCNANEHUS U KIMHUYECKMX NpU-
3HaKOB TSAXenoro 3aboneBaHus, a Takxe npeanonaraeMmoro
KOHTaKTa ¢ 601bHbiMM COVID-19 (B nepuoa naHaeMuu BUpY-
ca B 2022 r.) 3a 3—-4 Hen f0 Ae6ioTa Hactosien 60ne3Hu
yKa3blBaso Ha BO3MOXHOCTb Pa3BuUTUS y pebeHKa MyNbTUCH-
CTEMHOr0 BOCMa/MTENBHOrO CMHAPOMA, aCCOLIMMPOBAHHOIO
¢ COVID-19. OagHaKo pe3ynbTaTbl AONOIHUTENBHOIO 06CNeao-
BaHWA NO3BONWIM CAENATb BbIBOA O TOM, YTO JaHHbIN cryqan
He yAOBNETBOPSAN AMArHOCTUYECKUM KPUTEPUAM MYNbTUCK-
CTEMHOI0 BOCNAaNUTENbHOIO CUHAPOMA, MPEANOXKEHHbBIM JKC-
neptamu LLeHTpOB Mo KOHTPOIO M Npodunaktnke 3abonesa-
Hui CLLUA [21] v BcemunpHOM opraHn3aumnmn 3paBooxpaHeHus
[22]. B yacTHOCTH, oTcyTcTBOBanun dhebpunbHas nuxopanka,
KIMHUYECKME W nabopaTopHble MNPU3HaKKM Koarynonatuu,
NoAMOPraHHOe Mopa)KeHue c BoBfeYeHnem 6onee [ABYX
cucTeM, apTepuanbHas rMnoTeH3US UK LWOK, TabopaTopHble
nNpu3HaKkM BocNafeHus (NOBbllEHWEe KOHLLEHTpauun npo-
KanbLMTOHWHA, GEPPUTUHA, MHTEPNENKMHA 6, aKTMBHOCTU
NaKkTataerngporeHasbl).

PeaktnBauunsa naTeHTHOW BUPYCHOM MHOEKLMK C pa3Bu-
TMeM aHuedanuta MOXKeT ObiTb CeACTBUEM UMMYHOCYMNpPEC-
CMBHOIO COCTOSIHMS,, BO3HMKAIOLLEro nocne nepeHeceHHom
UHbeKunn, BbiIaBaHHOM SARS-CoV-2 [19, 20]. B pabGote
T.B. Conomaw v coaBT. [14] 6b110 NoKa3aHo, 4To SARS-CoV-2
MOXET BbICTynaTb TPUITEPOM B 3anycKe penpoaykuun BIb
13 dasbl NaTeHuMn, 4TO0 BMeCTe C pesynbraTtaMu ApYyrux
nccnegoBaHMi NO3BOMISET FTOBOPUTL O TOM, YTO ANS nauu-
eHToB nocne COVID-19 xapaKTepeH BbICOKMI PUCK peaKTu-
BaLMK XpoHnyeckon BAB-nHdeKkunn [14, 23], peaktuBauum
UKW NPUCOEOMHEHUA TeprnecBMUPYCHbIX MHbeEKLMA [24—-26],
a TaKXe NpucoeauHeHus GaKTepuanbHbIX MHbeKunn [27].
B yacTtHocTH, no gaHHbIM M.C. CaBeHKOBOW M COaBT. [27],
B NMOCTKOBMAHOM NepUOAE aKTUBaLMA repneTuyecKnx MHoeK-
umnm (Br4-1, Br4-2, Br4-6, B3b, uMromeranoBupyc) npounso-
wnay 16% 60nbHbIX AETEN.

HasHayeHHas ¢ nepBoro AHs npebblBaHUsA B CTaLMOHa-
pe aHTMOaKTepuanbHasa Tepanus He 6blla 060CHOBAHHOW,
NMOCKONbKY B nepsble 9 cyT oT geb6loTa 3aboneBaHus npea-
NONOXUTENbHbIM AMArHO30M OCTaBasCs BUPYCHbIN 3HLE-

dannuT HEYTOYHEHHOM 3TMONOrMKU. ITMOTpPONHas Tepanus
BMPYCHOro aHuedanuTa Oblla KpaTKOBPEMEHHOM W HavyaTta
¢ 3-x CyT OT ge6ioTa 3aboneBaHus. He WCKIOYEHO, 4TO
BbICOKME [03bl [MIOKOKOPTUKOCTEPOUAOB, Ha3Ha4YeHHble
B MepBble AHM NOc/e rocnutanuaaumm pebeHka, NoCnyKunm
[I0N0SIHUTENbHBIM haKTopoM peakTnBauunn BIM4-6 Ha doHe
MMMYHOCYNPECCHUN, BbI3BAHHOM WMHTEPKYPPEHTHOW WHbEK-
umen (SARS-CoV-2) [28-30]. TeM He MeHee, cCYUTaeM,
4YTO HenpaBuWbHas TaKTMKa 06CnefoBaHUA U NleYeHUs Ha
Ha4vasbHOM 3Tane He NOBAUSANA Ha NPOrHO3 U UCX0A 60ones-
HW B ONMCaHHOM Hamu cnyyae. CnpaBeaMBOCTM paau CTOUT
OTMETUTb, YTO CAENlaTb OKOHYaTeNbHbIN BbIBOA O TOM, UMena
mMecTo GakTepuanbHas npupoaa aHuedanuta (C y4eTom
MapKepoB BOCNaneHus, onpeaensieMblx B Havane 601e3Hu)
WM BUpPYyCHas (OCHOBbIBasCb Ha AaHHbIX 06cnefoBaHMs
Ha BI'Y-6), B HacTosillee BpeMsi He npeacTtaBnseTcs BO3-
MOXHbIM.

3AK/TIOYEHUE

OnddepeHumanbHas AuarHoCTUKa JHuedpanutoB pas-
JINYHOW 3TUONOTMKU Y AEeTEN OCTaeTCsl KIMHUYECKOW npobine-
MON. OCOGEHHOCTbIO NpeAcTaB/EHHOro cnydas sABnsercs
ObICTPOMPOrpeccHpytoLee TAKENOE MOpPaXKEHWe roNoBHOIO
MO3ra CO CTPEMUTESIbHLIM Pa3BUTUEM MATONOMMYECKUX CUM-
nTomoB. Takoe TeyeHue 60Ne3HM BO3MOXHO B pes3ynbrate
peaKkTMBaLMn BUPYCHON MHPEKLIMM U MOXKET ObITb CNeaCTBU-
eM nepeHeceHHoro COVID-19.

UWHO®OPMUPOBAHHOE COINIACUE

OT poauTenen naumeHTa nonay4yeHo NUcbMeHHoe nHdOop-
MUpPOBaHHOEe [06POBOSIbHOE cornacue Ha ny6anKauuio
pe3ynbTaToB €ro 06¢nef0BaHNA U edYeHus.

INFORMED CONSENT

Patient’s parents have signed written informed voluntary
consent on publication of diagnosis and management
results.

BbIPAXXEHME NMPU3HATE/IbHOCTU

Bblpaykaem npu3HaTenbHOCTb JOKTOPaM OTAENEHUN aHe-
CTE3MO0N0MMU-peaHnMaLmn u HeBponorun PecnybankaHcKoro
[LETCKOro K/MHUYECKOro MHOronpoduabHOro LeHTpa (4o
nions 2022 r. — PecnybnuKaHcKas AeTcKas KIMHU4YecKas
60/bHMULA), BHECLIMM BKIaZ B OCYLLECTB/IEHWE KOHCYbTaLMM
npv NOAroTOBKE J4AHHOIO KIMHWMYECKOro ciyyas.
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0O60cHoBaHue. B jaHHOM cTaTbe NPUBOAUTCS ONMUCAHUE aTUMTMYHON KITMHUYECKOM KapTUHbI M TEYEHNUST CUHAPOMa MUKpPoaee-
umn 22911 y naumeHTa 6e3 crneumpuyeckmnx GeHOTUNMYECKMX NPU3HaKoB M CUMITTOMOB, XapPaKTepHbIX A/151 AaHHOro 3abosie-
BaHusi. OnucaHne KIMHUYeCKoro ciay4vas. [layneHT MyCKoro rnosa, B Bo3pacte 13 neT BrnepBbie 6bl/1 rocrnTaan3npoBaH
C CYAOPOXHbIM MPUCTYNIOM, MHOXECTBEHHbLIMU MepesioMaMu MO3BOHOYHMKA, MPUYUHON KOTOPbLIX Oblia MMIOKasbLMEMMUS.
lNocne ctaunoHapHOro ae4eHmst 6bial HanpaBJ/ieH K Bpady-peBMaTosiory 1 aiee K Bpady-reHeTnKy. B Kpyr aupoepeHLmnanbHon
JIMarHOCTMKKU, MOMUMO METaboJINYECKMX 3a601eBaHNI CKeNeTa, BXOAW CUHAPOM aeneumnn 22ql1, KOTopbik B Aa/lbHENLLIEM
6b11 NoATBEPXKAEH npn npoBeaeHnn FISH-anarHocTukn. 3aKkaoYeHue. [aHHbii KITMHUYECKUI MPUMEP €Elle pa3 AoKa3biBaeT
YHUKaJIbHOCTb Ka)oro C/y4asl, a TakKe Heo6X0AMMOCTb BCECTOPOHHENO MNOAX0Aa K ANarHOCTUKE 1 BEAEHUIO TaKMX MaLMeHTOB.
KnioyeBble cnoBa: geneuyns 22q11, cuHapom Au-ropaxu, BeaokapanogaLmaibHbif CUHAPOM, TMoKaabLMeMus, OCTEONOPO3

Ansa yntupoBaHunsa: BeykacoBa A.O., byunHckas H.B., Koctuk M.M. Taxenas runokanbunMeMunst y NoApoCTKa KaK eqUHCTBEH-
HOE NposiBNIEHNE CUHAPOMa MUKpoaeneumm 22qll: onvcaHme KIMHUYECKOro cryyas. Bornpockl cCOBpeMEHHOM rneamaTpum.
2023;22(3):271-276. doi: https://doi.org/10.15690/vsp.v22i3.2571

OBOCHOBAHME

CuHapom mMuKpoaeneumn 22qll cymtaeTcs OOHWUM U3
Haubosnee 4actTo BCTpeYaeMblX MUKPOAENELMOHHbIX CUHA-
poMoB. [1na Hero xapakTepHa onpeaenieHHas KiMHMyecKas
KapTWHa, N0 KOTOPOM MOXHO 3anoAo3puTb AaHHOe 3a60-
NneBaHMe WM NocTaBUTb AMArHo3. Bpayu Bce valle CTanKu-
BalOTCA C aTUMUYHbIMU KIIMHUKON U TEeYEeHUEeM TOro Wiu
MHOro 3aboneBaHus, n geneums 22ql1l1 — He UCKITIOYEHME.
B paHHOM cTaTbe onucbiBaeTcd MMEHHO TaKOW KIWHWYe-
CKUI cnyyan.

Oo6wume cBegeHusa

CuHapom MmuKpogeneuun 22qll BKAo4aeT B cebs
cuHapom [u-[xopaxu, BenokapanodaLmanbHbli CUHAPOM,
CUHAPOM KOHOTPYHKanbHOW AedopmanMun nuua, ayToCOMHO-
OOMUHaHTHbIM cuHapoMm Opitz G/BBB, cuHapom CegnaKkosa,
KapavodaumanbHbii cnHapom Kannepa [1, 2]. Benokapano-
daunanbHblM CMHOAPOM — HacneacTBeHHoe 3aboneBaHue,
XapaKTepu3aylolleecs pacliennmHon Heba, NOpoKamu cepa-
Lia, XapaKTepHOW BHELIHOCTbIO, HE3HAYUTENIbHBIMM TPYAHOC-
TAMM C y4e60K, peybto U MPUEMOM MULLN.
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Severe Hypocalcemia in the Adolescent as the Only

Manifestation of 22q11 Microdeletion Syndrome: Clinical Case

Background. In this article, we would like to describe the atypical clinical picture and course of 22q11 microdeletion syndrome in
a patient without specific phenotypic signs and symptoms typical for this disease. Clinical case description. Male patient, 13 years old,
was hospitalized for the first time with seizure and multiple spinal fractures caused by hypocalcemia. He was referred to rheumatologist
and clinical geneticist after hospital stay. Differential diagnosis included not only various bones metabolic diseases, but also 22q11
deletion syndrome. Later it was confirmed via FISH test. Conclusion. This clinical case proves once again the uniqueness of every single
case, as well as the importance of comprehensive approach to the diagnosis and management of such patients.

Key words: 22q11 deletion, Di-George syndrome, velocardiofacial syndrome, seizures, hypocalcemia, osteoporosis
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Mo pasHbiM CTAaTUCTMYECKUM AaHHbIM, PacrnpOCTPaHeH-
HOCTb 3Toro cuHgpoma 1 : 3000-1 : 6000 cnyyaeB cpe-
[I1 KMBOPOMXKAEHHbIX, 60Mee ycpeaHEHHbIE LMPPbl HacTOThI
BcTpevaemoct — 310 1 : 4000 [3]. Okono 90% cnyy4aeB aaH-
HOro CMHApPOMa ABNSIOTCA pe3ynbTaToM MyTauuu de novo,
HO BCTpeYaloTcs U CeMenHble cnyyYau, TN HacnefoBaHna —
ayTOCOMHO-AOMWHAHTHbIN [2].

Nlvua ¢ cuHgpomoM geneuun 22ql1.2 (22q11.2DS)
MOTYT UMETb LIMPOKMI CMEKTP NPU3HAKOB, KOTOPbIE CUIIbHO
pasnuyaloTcd jaxke B npepenax ogHou ceMbW. OCHOBHble
KNUMHUYEeCKne npossneHuns 22911.2DS BKIOYAOT BPOXK-
[leHHble NOPOKM ceppLa, 0COBEHHO MOPOKK Pa3BMUTUS KOHO-
TPYHKYyCa (AebEKT MEXKeNya04YKOBOW Neperopoaku, Tetpaga
®danno, npepBaHHas gyra aopTbl M O6LWMIA apTepuanbHbIv
CTBOJ1), aHOMaNnKn pa3BuTMa Heba (HeCOCTOATENbHOCTb HED-
HO-FTIOTOYHOW 06nacTi, NoACAM3UCTas paclwennHa Heba,
paclenunHa sg3bl4Ka 1 pacuiennHa Heba), T-KNeToYHbI UMMY-
HogedULMT, XapaKTepHble YepTbl Anua. Y nauuMeHToB MoryT
ObITb TMMOKaNbLMEMUS, TMNOTUPEOS, aHOManUU PasBUTHA
NO3BOHKOB, CKONMO3, nonauvfaktunua [4]. lNoTeps cayxa
MOXET ObITb HEMPOCEHCOPHOMN U/UNIN KOHOYKTUBHOW. TaKxKe
B HEKOTOPbIX C/yyasix BCTPEYalTCHd CTPYKTYPHble aHoMa-
/MK TONIOBHOro Mo3ra: anddysHas LepebpanbHaa atpodus,
NONMMUKPOrepus, ManbpoTaumsa runnokamna, dokanbHas
KOpKOBas Auvcnnasus, retepoTonus ceporo 1 6enoro selle-
ctBa [D5]. Y MHOMMX nauMeHTOB OTMeYaloTCs pas/ivyHble
ncuxuaTpuyeckne Hapywenusa [2, 6]. Y HUX MoryT Habho-
[aTbCq TPYAHOCTM B OOYYEHUW, 3a[epKa MNCUXOpPEeYHeBoro
pasBUTUA, CUHAPOM AeduuMTa BHMMAHMUSA, PaccTponcTBa

Ta6nuua. leHbl, Haxoaswwmecs B pernorHe 22q11, n ux GpyHKUMK
Table. Genes located in 22q11 region and their functions

ayTUCTUMYECKOro CrneKTpa, Wn3odpeHus, Cyaoporu n anunen-
CcUsl, a TaKKe paHHee Havano 6one3Hu lapkuHcoHa [7, 8].
BaprabenbHOCTb KAMHUYECKUX MNPOABAEHUW 3aTpyaHaeT
[IMarHoCTUKY AaHHOro cocTosHUA [9].

B 6onbwmnHCTBE cnydyaeB y NaLMEHTOB MMEETCS TUMUYHO
fenetMpoBaHHas obnacTb pa3mepom okono 3 M6, pexe
BCTpeyaeTcs aeneuns paamepom 2 M6 unm 1,5 M6. Jeneuus
22q11.2 06bl4HO BO3HWKAET B pe3ynbrate MenoTUYeCcKou
HeannenbHOM rOMOSIOTMYHOW PEKOMOMHALMKU MEXay HWU3KO-
KOMUMHBbIMKX NOBTOPaMM Ha [/IMHHOM neye 22-1 XpOMOCOMBbI,
Ha3blBaeMbiMK LCR22 [10], B pe3dynbrate 4ero Habnogatotcs
pa3Hble Mo pa3Mepam y4acTku geneunn. Het jokasaTenbCcTs
HaM4ymMsa B3aMMOCBA3U MEXY pa3MepoMm Aeneunn n Hanu4yu-
€M BPOXAEHHbIX MOPOKOB cepla Win aHoManun Heba. 3710
rOBOPUT O TOM, YTO FeHbl, MATOreHHble BapuaHTbl B KOTOPbIX
BEAYT K KIIMHUYECKUM MPOSIBNEHUSAM, HaxodaTca B npeaenax
MUHWManbHOM 06NacTU NEePEeKPbITUS MeXAY TPeMs pacnpo-
CTPaHEHHbIMX pa3mepamu feneunin u npegnonaratT Haau-
yne MoandUKaTOPOB B APYrMX 4acTsax reHoma [11].

B 60nblIKHCTBE ClydaeB B pe3ynbraTe AaHHOW Aeneuuu
0K0JI0 106 reHoB CTaHOBATCA MEMWU3UroTHbIMU [2]. N3 HUX
46 reHoB KoaMpYytoT 6enku, 24 — nceBaoreHbl, 7 — MUKPOPHK,
12 — pnuHHble Hekoaupylowmne PHK (aHPHK), 2 — manbie
aapbiwkoBble PHK (MakPHK) n gononHuTenbHble Heonpeae-
NleHHble TpaHcKpunTbl [12]. K uucny Haunbonee M3BECTHbIX
M U3Y4YeHHbIX reHoB oTHocaTtcs: TBX1, HIRA, PRODH, COMT,
CRKL, DGCRS8, GNB1L, ZDHHC8, GP1BB — 6eTa-cy6beau-
Huua ravkonpoTenHa b Tpom6ounToB, RTN4R — peuenTop
peTukynuHa 4, SEP5 — centuH 5 v ap. (CM. Tabnuuy).

len MpoucxoxgeHune U poib

KnuHuuyeckuin apPpeKT npu noBpeaeHnum reHa

TBX1 (T-box
transcription
factor 1)

OTHOCUTCA K CEMEWCTBY Fr€HOB, KOTOPbIE UMEIOT OB
cBA3bIBalOLWmMi JoMeH (T-box). laHHble reHbl ABAsoTCS
dhaKTopaMu TPAaHCKPUNLMK, y4acTBYIOWMMHK B NpoLiecce
pasBuTUS opraHn3ma. PerynmpyeTt HU3KOYPOBHEBYIO
3KCNPECCHIO ThICHY FrEeHOB

HapyweHus pa3sutus, BINP. OTBevaeT 3a pa3sutne
runonapatupeonanama [13]. Komnnexkc TBX1-KMT2
perynupyet HU3KOYPOBHEBYIO IKCMPECCUIO ThiCHY
reHoB [12]. TBX1 akcnpeccupyeTcs B aHToAepMe

1 Me3o4epme rMOoTOYHOM Ayru [7]

HIRA (histone cell
cycle regulator)

flBNsieTCca rMCTOHOBLIM LIANepoHOM, y4acTBys

B perynsiLmMm ruCTOHOBOrO KIETOYHOIO LiMKa. YHacTByeT

B perynsiLmMm aKCnpeccum reHoB U aNUreHeTUKU XxpoMaTuHa
nyTem AenoHUpoBaHus cneundUyecKnx BapuaHToB
r'MCTOHOB U 06ecrneYeHns CTabuibHOCTU reHoma.
Y4yacTByeT B NpefoTBpalLleHn aHOManbHOM aKTUBaLum
peTpoTpaHcno3oHoB, BrAtoyas LINE, SINE n ERV [14]

Perynaumsa nponudepauum npeawecTBEHHUKOB
HENpPOHOB 1 HelporeHes [15]. YyacTByeT
B naToreHese TeTpaabl anno [16]

PRODH (proline
dehydrogenase)

KoaunpyeT dbepMeHT BHyTpeHHEN MeMOpaHbl MUTOXOHAPWU
NPOAUHAErMApPOreHasy, KoTopas y4acTByeT B NEPBOM
aTane MetabonMama NponuHa, B pesynbrate Yero oH
npesBpallaeTcs B rnyramar

[MNepnponvHEMUs ¥ HapyLleHWe OKUCIUTENIbHO-
BOCCTAHOBWTE/bHbIX MPOLIECCOB, YTO
accoLMUpyeTcs C NOBPEXAEHUEM LIeHTPanbHOM
HEPBHOW CUCTEMbI, PUCKOM BO3HUKHOBEHUS
NCMX030B, PACCTPOMCTBA ayTUCTUHECKOrO CNeKTpa
N wusodbpeHun [17-19]

COMT (cathehol-O-
methyltransferase)

OTBETCTBEHEH 3a CMHTE3 KaTexon-0O-meTnntpaHcdepassbl,
KOoTopas y4acTByeT B MeTabon3mMe HelpoTpaHCcMUTTEPa
nodamuHa [18]

Mpun gedeKte passmBaeTcs
runepaodammHepruyeckoe cocTosiHue,

4YTO MOXET MPUBOANTL K Pa3BUTHIO NCUXO30B
N APYrUX MCUXOTUHECKMX PACCTPOMCTB [8]

CRHKL (CRK-like
protooncogene,
adaptor protein)

Koanpyet Crk-nofo6HbI% NPOTOOHKOrEH / afanToOpHbIV
6enoK, y4acTBYIOLLMI B Nepeaaye cMrHanos daxkTopa pocta

CrkL Heo6x04uM Anst pa3BUTUS BUTOYKOBOWM
1 NapalMTOBUIHBIX XKenes, iyrv aopTbl M cepaua

DGCR8
(microprocessor
complex subunit)
DiGeorge Syndrome
critical region

gene 8

KoaupyeT KOMNOHEHT MUKPOMNPOLLECCOPHOIO KOMMEKca,
UrpatoLLero BaxkHyto ponb B npoueccuHre MukpoPHK [20].
[annoHe4oCTaTO4YHOCTb AAHHOMO FreHa NPUBOAUT

K MOJaBNEHMIO IKCMPECCHM BONbLIOIO KOMYecTBa
noagmHoxectsa MMKpoPHK, yyacTBytoLWwnx B pa3sutumn
HeWpoHasbHbIX CBA3eN B NPedpOHTaNbHON KOpe, U MOXET
BIUATb Ha YHKLIMOHaNbHbIE CBA3M B HEPBHOWN cucTeme [21]

HapyweHue HelpoHasbHbIX CBA3EW,
GopMHpOBaHUA MUENNHA B LIEeHTPanbHOM
HepBHOWM cucteme. Mrpaet ponb

B GOPMUPOBaHUK COCYA0B

ZDHHCS (zinc finger
DHHC domain-
containing protein 8)

Koaupyet TpaHCcMeMObpaHHyto NanbMUTOMNTpaHchepasy,
y4yacTByioLLyto B MoAUPUKaLIMM BGETKOB HEPBHOM CUCTEMBI

DYHKUMOHMPOBaHWE PeLLEenTopoB
HEMpPOTPaHCMWUTTEPOB M CUHAMNTUYEeCKas nepeaya
[21, 22]. fedeKTbl reHa onucaHbl Npu WKU3odpeHnm




KJMHUYECKUA NPUMEP

O naumeHTe

MauneHT H, My}cKkoro nona, B Bo3pacte 13 neT nocry-
nun B CaHkT-lNetepbyprcknin [leTckun Topoackon MHoro-
npodunbHbiv LleHTp BbICOKMX MeaumumMHCKnx TexHONorMn no
CKOpPOM MOMOLLM B CBSI3U C CYAOPOXHbIM 3MU3040M B BUAE
reHepanmM30oBaHHbIX TOHWKO-KIIOHWYECKMX MNPUCTYNoB (pas-
BMWJICA OCTPO Ha (GOHEe MOJSHOro 340POBbA, AMACA 5 MUHYT,
KynupoBascsi CaMOCTOSITENbHO C BbIXOAOM B COH [0 npuesga
CKopoKn nomoun). Bo Bpems npucTyna ynan ¢ BbICOTbl CO6-
CTBEHHOrO POCTa HaB3HWYb, yAapwuiacs CMHOM 06 yron AnBaHa.

AHaMHe3 XXM3HMU. VI3BECTHO, YTO MaNlbyMK OT MepPBOW
6epeMeHHOCTM (Ha ¢OHe HenpepbiBHO peuuanBUpYyLO-
uero repneca), OT CpPOYHbIX poaoB. Macca npu poxae-
HUM — 3540 r, ganHa Tena — 52 CM, OUEHKa Mo WKane
APGAR — 8/9 6annoB. B 2019 r. B pesynstate AT noay4un
TpaBMy — yLinb rofOBHOMO MO3ra CpefHen CTENeHU TsKe-
CTWU, JIMHENHbIN NepenomM OO0MbLIOro Kpblla KIAMHOBUAHOM
W TEMEHHOM KOCTeW cfieBa C pa3BUTUEM MacCTUHYaATOM
3nuaypanbHOM remaToMbl, He TpeboBaBILMI XMPYPTrUYECKO-
ro fieyeHus. XMpypruyeckne BMellaTenbCTBa: YCTPaHeHue
NyNnOYHOW rpbiXKK, GPUM0o3a (LUPKYMLU3KS).

AHamHe3 3a60s1eBaHHA. [1py NOCTYNAEHUN B CTalLMOHap
oTMe4yanacb AesopueHTaumsa B TeyeHue 1 4. anobbl Ha
6on1 B 06nacTv rpygHoOro otaena NO3BOHOYHWMKA M 3aTpya-
HEHHOEe MO4YeucnycKaHue B MOJIOXKEHUU nexa. Ha momeHT
ocMOTpa Yy NaumeHTa He 6bl10 HEBPOJSIOrMYECKON cMMNTOMa-
TUKKM 1 cygopor. danee Haxoauncsa B Cr6 M'BY3 «opoackas
6onbHULA N2 40» B OTAENEHUN MEAULIMHCKOW peabunurauumu:
y naumeHTa 6b1M )anobbl Ha 60K B HOrax, BO3HMKalolwme
npu GM3M4ECKOM Harpyske, rofloBHyt0 601b, cnabocTb, ner-
Kyl TOWHOTY. OTMeYanucb 60/1€3HEHHOCTb NPU Nanbnauuu
Ha[OCTUCTON CBSABKM B rpPyAoONOsCHUYHOM oTaene, Hanps-
EHMEe MblLLL, CMINHbI B FPYAHOM OTAENe, orpaHMyeHne pas-
rnéaHuns B rpyaqHOM M NOSICHUYHOM OTAeNax NO3BOHOYHMKA.

®dusuKanbHaa guarHocTuka

Mpu ocmoTtpe B CM6 MKY3 «InarHocTMHecKku LeHTp (Meau-
KO-reHeTudeckum)» (CMe6 M'KY3 MrIL): coctosHue ynoBneTsopu-
TenbHoe. Poct — 166 cm (cornacHo kputepuam BO3, poct —
50-1 nepueHTMnb). Macca Tena — 54 Kr (CornacHo Kputepusam
BO3, macca tena — 50-# nepueHTunb). UMT — 19,6. Poct
OTHOCUTENbHO BO3pacTa — nepueHTunb 63,9 (z-score 0,36).
MMT oTHOCMTEeNbHO BO3pacTa — nepueHtTunb 59,5 (z-score
0,24). OKpyXHOCTb ronoBbl — 55,5 CM (COrMacHO KpUTEpPUAM
BO3, OKpYXHOCTb ronoBbl — 75-# NepueHTub). OKPY*KHOCTb
rpyan — 86,7 cm (cornacHo Kputepusam BO3, OoKpyKHOCTb
rpyan — 90-1 nepueHTUb). OKPYXXHOCTb XMBOTa — 71,7 CMm.
OKpy»HocTb 6egep — 87,1 cM. Paamax pyk — 174,3 cMm.

Y nauueHTa MMeTCS HeKoTopble GEeHOTUNUYEeCKHUe 0COo-
6EHHOCTU — NULEBble MUKPOAHOMasIMKN: HEMOCTOSHHOE pac-
xopsueecs Kocornasue, nerkuim cCMHOPPKU3, NoJHbIE rydbl, MpK-
pOCLUME MOYKM YLIEN, HU3KOMOCAXKEHHbIE YLIHbIE PaKOBMHbI.
[pn ocmMoTpe POTOBOM NOAOCTM OTMEYAETCH HaNM4Me guactem
1 TpeM. KoXKHble MOKPOBbI 06bIYHOM OKPACKMU M 3NaCTUHHOCTH,
CyXve, MMEEeTCS LEePOXOBATOCTb KOXM JIOKTEN U KONEHEN.

Mpn manbnauuu WUTOBMAHASA Kefe3a He yBenu4yeHa,
HepaBHOMEPHO-31aCTUHECKON MNOTHOCTU. Hapy)KHble reHu-
Tannun No MYCKOMyY TUMy, IUYKKM B MOLWIOHKe, Tanner IV.

lMpn ocmoTpe OMOpHO-ABWUraTeNlbHOM CUCTEMbI OTMeYva-
JINCb CrNaXeHHOCTb PU3NONOTMHECKNX U3TMOOB MO3BOHOYH K-
Ka, KPbITOBWAHbIE IONAaTKK, KNDO3 rpyaHOro U NOSCHUYHOIO
OTAEN0B MO3BOHOYHWKA, TYrOMOABMXKHOCTb Jly4e3anscTHbIX
W NOKTEBbIX CyCTaBOB, cubitus valgus, BanbrycHas aedop-
Maums cton. Y naumMeHTa nmetoTes WKpoKue | nanblibl 06enx
cTon, caHAaneBunaHasa Wenb M KIMHOAaKTMAMSA V nanbueBs
obeux cTon.

JlaGopaTopHble U UHCTPYMEHTaJ/IbHble

uccnegoBaHus

KnuHnveckuii aHanu3 KpoBu: neikountos (14,6 X 10°/n)
303UHOPUNUSA (5,7 %), HenTpodunes (75%).

Buoxumuyeckun aHanni Kposu: AJIT n moyeBMHaA —
B npegenax pedepeHCHbIX 3HayeHWK, oTMeyanocb MOBbI-
weHue ACT po 38 En/n (Hopma pgo 30 Ep/n); KOK — po
322 Epn/n (Hopma fo 270 Ea/n); TTI — po 3,68 MEA/n; Heop-
raHnyeckoro docdopa B CbIBOPOTKE — A0 2,49 MMONb/N
(Hopma 0,95-1,75 mMonb/n), 06WWA TFOMOLMUCTEUH —
15,4 MKMONb/N (Hopma A0 15 MKMOb/11), YpOBEHb KpeaTu-
HUHa — 0,076 mKmonb/n (Hopma 0,044-0,088 MKmonb/N).

BbisiBieHa rMnoKanbLUMEMUS: KanbLM OOLIMKA B CbIBO-
potke — 1,89 mmonb/n (Hopma 2,1-2,55 mmonb/n), Kanb-
LM MOHM3MPOBAHHbIN B CbiIBOPOTKE — 0,92 MMOAb/n (HOp-
Ma 1,16-1,32 monb/n); ypoBeHb BuTaMuHa D cocTtaBun
7,5 Hr/mn (Hopma 30-100 Hr/mn). YpoBeHb napatupeouna-
HOIO rOPMOHa MO HUXKHEW rpaHnLe HOPMbl — 2,66 NMONb/N
(Hopma 2,32-9,28 nmonb/n).

AneKTpokapanorpamma: 6€3 NaToNorMYeCKnX UBMEHEHWN.

3xoKT: pa3mepbl NONOCTEN U TOJMIWMHA CTEHOK HE U3Me-
HeHbl. CoKpaTuTenbHas cnoCoO6HOCTb MMOKapAa CoXpaHeHa.
KnanaHbl MHTAKTHbI. Budyanuaunpyertca oTKpbITOE OBasibHOE
OKHO, 6e3 c6poca. B nonoctu neBoro »enyaoyka onpenens-
eTcs AonosiHuTeNbHas Tpabekyna. [lepukapa He U3MEHEH.

Y3U opraHoB OpPIOWHOA MOJIOCTHU: NATONOIMYECKUX
U3MEHEHWIN He BbISBEHO.

Y3U wntoBUAHON ene3bl: Y3-KapTuHa ANDOY3HbIX
U3MEHEeHUN No TUMY ayTOMMMYHHOro TupeouauTa. ¥Y3-npma-
HaKu rMnepniasnun WMTOBUOHOM Xenesbl.

AnektTpoaHuyepanorpapusa (33r): oyaroBble U3MeHe-
HUS He BbISBMEHbI, anunenTudopmHas 1 apyrue Buabl nato-
JIOFMYECKON aKTUBHOCTU HE 3aperucTpupoBaHbl. MKTanbHbIX
COGbITUI HEe 3aperucTpupoBaHo.

PeHTreHorpagusi rpygHoro otgesia Nno3BOHOYHHKA
B 2 NpOoeKUMsX: CHUKEHNE BbICOTbI TN NO3BOHKOB Th6-ThS,
MakcumanbHo Ha 30%.

[na yTOYHEHMS xapaKTepa M3MEHEeHWI NO3BOHKOB 6bln
npoBefeHbl MarHUTHO-pe3oHaHcHasa Tomorpadusa (MPT)
W MynbTUCMMpPanbHas KomnbtoTepHasa Tomorpadusa (MCKT).

MPT ronosHoro mo3ra: MP-faHHbIX 32 04aroBoe nopa-
eHne, obbemMHOoe oO6pal3oBaHWE TFOJIOBHOMO MO3ra He
BbIsiBNeHO. MP-Npu3HaKn ymepeHHbIX pe3nayanbHo-aTpodu-
YECKMUX UBMEHEHWUI rofoBHOro mo3ra. KocseHHble MP-npus-
HaKW yMEPEHHOW BHYTPUYEPENHON TMNEPTEH3UM.

MPT rpyaHoro otgena no3BOoHOYHMKa: MP-npusHaku
OCTPOro KOMTMPECCMOHHOIO nepenomMa Ten No3BoHKOB ThG,
Th7, Th8, Th10, Thl1l. U3meHeHne MP-curHana oT Ten
no3BoHKOB Th6, Th7, Th8, Th10, Th11 (noBbiweH Ha T2 STIR,
NMOHMXEH Ha T1), c BEHTpasbHOM KNMHOBUAHOM Aedopmalm-
€1 1 CHUXEeHWeM BbICcOTbl nx Ten (Th6 max BbicOTa B nepea-
HeM oTaene 4o 8,3 MM, B cpegHem Ao 7,7 MM, B 3aAHEM
40 13 MM), 3amblKaTesbHble MNACTUHKM C HEKOTOPOM
aedopmaumen. OTMevyaeTcs ymepeHHoe CHUXKEHWE BbICOTbl
Y ruapatauum Mexno3BOHKOBbIX AMcKoB Th8-Thi1l.

MCKT rpyaHOro n nosicCHU4Horo oT4e/10B N0O3BOHOYHH-
Ka: KT-KapTMHa KOMMNPEecCMOHHOro nepenoma TeNn NO3BOH-
koB Th6, Th7, Th8, Th10, Thl1l. CHu)XeHWEe WX BbICOThI
1 GoOpMMPOBaAHNE BEHTPASIbHOW KIMHOBUAHON AedOopMaLIni.
bonee BbipaxeHo Ha ypoBHe Th6: BbicoTa Tena B nepeaHux
otaenax — 9 MM, cpefHux otaenax — 9 MM, 3afgHuX oTae-
nax — 15 MM, € YNJIOTHEHUEM KOCTHOWM CTPYKTypbl. BbicoTa
Th7 n Th8 B nepegHux U cpedHux OTAENax CHUXeHa [0
13,4 MM, B 3agHuXx otgenax — Ao 17 mMm. KopTuKanbHbIN
C/IOM Ha 3TOM YPOBHE MPOC/EXMBAETCS, HECKOSIbKO YMI0T-
HeH. CBOOGOAHbIE KOCTHble dparMeHTbl B 30HE CKaHMpOBa-
HUA He onpegenstoTcsd. Boicota Tena Th9 npeacrtaBnsetcs
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Clinical Observation

N

74

KnuHunyeckKoe Ha6noaeHue

HEW3MEHEHHOW, B NePEaHNX U CpeaHuX oTaenax — Ao 15 mm,
B 3a4HKUX oTaenax — Ao 17 mMM. BbicoTa MeXMNO3BOHKOBbIX
[MCKOB HECKOJ/IbKO HepaBHOMEpPHas.

3aknwyeHne MCKT: KT-gaHHbIX 3a HanuMyve naTtono-
TMYECKUX UBMEHEHUIN CO CTOPOHbDI LWEU U OpPraHOB rpyaHOM
KNETKM He nonyvyeHo. MnepnaasnMpoBaHHbIX NapawuToBua-
HblX YKene3 B TUMWYHbIX MecTax, B TOM 4YuCie U B Cpefo-
cTeHuu, He onpegensetcd. O4aroBblX U UHPUNBTPATUBHbIX
M3MEHEHUN B JNIENKMX, NPU3HAKOB NuMMbdageHoNnaTun HerT.
KT-kapTnHa gedopmauum M BEHTPaNbHOM KIMHOBWUAHOCTH
Ten no3sBoHKkoB Th4, Th5, Th6 (c Komnpeccuen Il cT.), Ten
no3sBoHKoB Th7, Th8, Th10, Thll (c komnpeccuen | cT.).
[pbixkn LUMopnsa B Tenax no3BoHKoB Th7, Th8, Thll. B cpas-
HEeHMWM C AaHHbiMM npegbigywiero MCKT — 6e3 oTyetnu-
BOW AMHAMMKMU.

MpeaBapuTeNbHbIA AUArHO3

B cBfI3n ¢ NpeanonoXMnTENbHbIM TMNOKaNbLUMEMUYECKUM
reHe3oM CyA0POXKHOro CMHAPOMA, HalMYMEM NaTONOrMYECKMX
nepesoMoB MNO3BOHKOB 6blI0 3ano4o3peHo 3aboneBaHune
M3 rpynnbl HacNeACTBEHHbIX HapylweHun GocdOopPHO-KanbLm-
eBoro o6meHa. MaymeHT 6bi1 HanpaBleH Ha KOHCyNbTaluio
K peBMaTtosnory u B MEAUKO-reHETUYECKMI LEHTP AN1F UCKItO-
YeHUs HacneacTBEHHOW Npupoabl 3a6oneBaHus.

3akno4eHne peBmaTtosiora: Metabonmyeckoe 3ab6o-
NeBaHuWe cKeneta (NaTonorM4yeckne nepenombl MO3BOHKOB
Th3-Th9, Th11-Th12; runokanbuemus, runepdocdare-
Mus). PEKOMeHOOBaHO NPOBeAEHNE KOHTPOSA NoKa3aTenemn
dochopHO-KanbLMeBOro obmeHa B guHaMuKe (KoHTponb Ca,
Cat*, docdopa, wenoyHon docdarasbl). BoinonHeHa OBYyX-
3HepreTnyecKas peHTreHoBcKasa abcopbumnometpusa L1-L4:
noKasaTesn MUHepPanbHOW MIOTHOCTU KOCTHOW TKaHW COOT-
BETCTBYIOT BO3pacTy (z-score = —0,8 SD). HasHa4eHbl npena-
paTbl Kanbums U BUTaMunHa D: anbdakanbungon 3 mr X 1 p/cyT;
Kanbunsa kap6oHat 1000 mr B cyTKu ¢ BuUTammHom D 400 ME
B CYTKW. PEKOMEHAOBaHa KOHCYNbTaLMs Bpada-reHeTuKa ans
pelleHns Bonpoca O NpoBeAeHUU 4006Cne0BaHUS: Kapmo-
TMnnpoBaHue u FISH-guarHoctuka geneunn 22q11.

B CIN6 N'KY3 MI'L, 6bin npoBeaeH CKPUHUHE Ha IM30COM-
Hble 60/1e3HN HAKOMEHUa AN UCKIoYeHnsa 6ones3Hun lowe
B CBSI3M C MHOXECTBEHHbIMW MepenoMaMu U ABAEHUSMMU
0CTeonoposa, B pesynbraTte KOTOPOro He 6bif0 BbISBNEHO
OTK/IOHEHWN.

AnHamMuKa u ucxopbl

B cBs3K ¢ TemM 4TO y MauMeHTa OblIM HU3KUN YPOBEHb
napaTMpeonMaHoOro ropmMoHa, runokanbuuemus, runepdoc-
paTeMnss U OTCyTCTBUE TMMNEPNNA3UPOBaHHbIX MapallmMTo-
BMAHbIX ene3 Ha KT, B KadectBe aAudpdepeHLmnanbHOro

anarHo3da paccmaTpuBancs CMHAPoOM aeneuun 22qll, Tak
KaK B CTPYKTYpe AAHHOro CMHAPOMa OMUCbIBanUCh 3TW Npu-
3HaKKW. B KavecTBe CTapTOBOro McCaefoBaHWa MpPoBeAeHbl
KapuoTunuMpoBaHMe npobaHda M MOUCK KPYMHbIX Aeneuumu
pernoHa 22q11. Kapuotun npobaHga — 46,XY — HopMaJib-
HbIM My*KCKoW (0T 22.08.2022).

Mpn npoBepgeHun FISH-gnarHoctukn peneumn 22qll
y NauueHTa nosayyYeHbl cneyollmne pesynbrathl ish del(22)
(q11.2911.2)(D22S75-, HIRA-, TBX1-) — BbiiBNeHa aene-
ums nokyco D22S75, HIRA v TBX1 paioHa B 0AHOM U3 FOMO-
noros 22-n xpomocoMbl (0T 29.08.2022). XpOMOCOMHbIM
MUKPOMAaTPUYHbIN aHann3 NaumneHTy He NPOBOAMACS.

bbinn npoBefeHbl KapuotunupoBaHue KW FISH-guar-
HOCTMKa Aeneumn 22qll cubca v poauTenemn: Kapuotun
cubca — 46,XY — HOpManbHbI MY*KCKOW, KapnoTun maTte-
pu npobaHga — 46,XX — HOpPManbHbIN XEHCKWUIK, Kapuo-
TMn oTua npobaHaa — 46,XY — HOpMasbHbIM MYXKCKOWM
(ot 30.09.2022). PesynbraTbl FISH-gMarHoctuku: y mate-
pu, oTua U cubca He BbIABNEHO AeNelunu JIOKYCOB panoHa
B O4HOM M3 rOMOSI0roB 22-i xpomocoMsbl (0T 09.11.2022).

TpakToBKa gunarHosa. CMHAPOM MWKpoaeneuun 22qll
(de novo).

OcnoxxHeHHns. Taxenas rmnoKanbUMeMmns: CyqopOoXKHbIN
CMHAPOM, NaToNOrMYecK1e nepenomMbl MO3BOHOYHMKA.

MporHos

Mpn BoBpeEMS yCTaHOBNIEHHOM AMarHo3e 1 nogobpaHHoON
Tepanuu, NO3BONSOWEN KOMMNEHCMPOBATb rMMNOKanbLme-
MWIO, MPOrHO3 OTHOCUTENBbHO BNAaronPUATHbLIN.

BpemeHHasn wKana

XpoHonorus teyeHus 60ne3HM naumeHta H. ¢ cuHApo-
MOM MUKpogeneumn 22qll 6e3 cneumPpuyeckmx GeHoTU-
NMUYECKMX NPU3HAKOB U CUMMTOMOB, XapaKTEePHbIX ANS AaH-
HOro 3abosieBaHus, U ee KItoYeBbIE COObITUSA NpeacTaBEeHbI
Ha PUCYHKeE.

OBCYXAEHME

B ctatbe npuMBOAMTCA PEAKUM Clyd4an M30/IMPOBaHHOM
rMNoKanbLMeMUM KaK NPosiBIEHUS CUHAPOMa aeneunn 22q11.

[Mnonapatnpeo3 W runokanbumMemus HabawgaroTcs
y 70% nayMeHToB C¢ cMHAPOMOM aeneunn 22qll. B 60nb-
LUMHCTBE C/ly4aeB rMnoKaabLMeMnUs NMPOXoanT B Bo3pacTe
1 rofa *W3HU, HO MOXET peLuaMBUpPOBaTbh B NMOAPOCTKO-
BOM W B3pOC/IOM BO3pacTax. [pyrme reHetMyeckue npu-
YUHbI TMNOKaNbLUWMEMUU M TUNONapaTMpeosa BCTpeyarTcs
KpawHe peaKo, onucaHbl reHbl, AedeKTbl KOTOPbIX MpU-
BOAAT K HapyweHuto GopmMMpoBaHUA NapaluTOBUIHbLIX
enes, HapylleHUo CUHTe3a UKn ceKkpeLumn napaTupeona-

PucyHoK. MauneHT H.: XpOHONOrns pasBuTUs 1 KnioveBble COObITUSA 601e3HU

Figure. Patient N.: disease progression and key events

13 neT — nepBbIi 3NU304
reHepanuM3oBaHHbIX Cyaopor Ha doHe

0 mec — 1 rog — poc v pa3BuBascs
B COOTBETCTBMM C BO3PACTOM

10 neT — ayTOMMMYHHbIN
TMpeonanT

MOJIHOI0O 310P0OBbLA C NageHUem
n nepenomMom nAaTH rpyaHbiX NO3BOHKOB

4 roga — runeponuyYecKui
acTurMaTmsm

11 net — ATM: ywn6 ronoBHOro mosra
CpeAHew CTENEHU TKECTH, TMHENHbIN
nepenom 60/bWOro Kpbina KIMHOBUAHOM
1N TEMEHHOW KOCTHU C/lieBa C pa3BUTUEM
naacTMHYaToOM 3anMaypanbHOM remaTombl

Havano Tepanuv npenapatamu
KasnbLmns




HOro ropMOHa MKW NOCTHATaNbHOM AECTPYKLIMK NapaLmTo-
BUAOHbIX XKenes [13].

Y [aHHOro nauueHTa runoKanbLuemMus BrnepBble BbisiB-
NleHa B NoAPOCTKOBOM BO3pacTe, XOTS, YUUTbIBAs BblparKeH-
HOCTb OCTEOMNOPO3a M MHOMECTBEHHblIE KOMMPECCUOHHbIE
nepesnioMbl MO3BOHKOB, MOXXHO MPEANONOKNUTb ASIUTENbHOE
Te4yeHue rMnoKanbLUeEMUHN.

Mo pa3HblM NUTEPATYPHLIM JaHHbIM, 3NUNENCUa U Cyao-
POXHblE MPUCTYNbl 3NWUNENTUYECKOrO XapaKTepa BCTpeya-
totca y 10-20% nauMeHToB € AaHHbIM cuHapomMom [23]. Tak
KaK 3TW NposiBNeHus HabnoaaloTcs He y BCex NaLMeHToB, TO
geneumto 22gll MOXHO cuyuTaTb fMlWb Npegpacnonarato-
wnm pakTopom [24, 25], KOTopbIK TPebYET AONONHUTENBbHbIX
YCNOBUWI ANt BO3HUKHOBEHUS YKa3aHHbIX KITMHUYECKUX NPU-
3HaKoB [26]. [ToMKMMO 3TOr0, B peAKMX Cnydasix BCTpeyatoTes
OonucaHns MMEeHHO TMNoKaNbLIMEMUYECKMX CYAOPOr, YTO Tpe-
6yeT auddepeHunanbHON AMarHoCTUKM U pasHblX NOAXOA0B
K Tepanuu. Tak, Npu rmnoKanbLMEMUYECKMX Cyaoporax npo-
TUBO3NUNENTUYECKME NpenapaTbl He MoKasaHbl, TpebyeTcs
[OCTUXKEHUE LeneBbiX ypoBHEN 06LWEro n MOHM3NMPOBAHHOTO
Kanbuus [26]. B gaHHOM KIMHWYECKOM Cciy4vae y nauueHTa
CYAOPOXKHON aKTMBHOCTM Npu npoBeaeHnn I3l He oTMeva-
nocb, No gaHHbiM MPT ronoBHOMO MO3ra o4aroBbiX M3me-
HEHWI He BbISIBNEHO, YTO JaeT BO3MOXHOCTb Nnpeanonaratb
rMNoKanbLMEMUYECKMI XapaKTepP CyA0POKHOIO CMHAPOMA.

B 2011 r. 6bin1 onucaH nauneHT 40 neT, y KOTOpO-
ro ¢ 20 net 6bina anunencus. Bo Bpemsa rocnutanusa-
UMM OblNM NpoBeAeHbl [AEHCUTOMETPUS, PeHTreHorpadus
1 KOMMblOTEPHAs TOMOrpadus ronoBHOro Mo3ra, npu KoTto-
pbiXx OGHAPYXUIUCb reHepann3oBaHHasa AeMUHepann3aLums,
nepenombl HECKONbKUX TPYAHbIX MO3BOHKOB W OGLIMPHaN
[IBYCTOPOHHAA CUMMETPUYHAa KanbLMPUKaLMa B TKaAHSAX
rOIOBHOrO MO3ra, KoTtopas ABASETCA CNeACTBMEM XPOHMU-
YECKOW rMnoKanbLMEMNKN, NATOreHe3 KOTOPOM A0 KOHLA He
S1ICEH, HO MOXET 6bITb BTOPUYHbBIM MO OTHOLIEHUIO K NEepcu-
cTupytouen runeppocdaremmn. MuHepanbHas MNAOTHOCTb
KOCTHOM TKaHW C MOMOLbIO OBYXOHEPreTM4EeCKOn peHTre-
HOBCKOM abcopbuMOMETPMMN NOATBEPANIA HaAIMYME OCTEO-
nopo3a B NOSACHUYHOM OTAeNe NO3BOHOYHMKA M OCTEONEHNN
B WWeNKe 6eapeHHon Koctu [23].

E.H. Kim u coaBT. onucann 145 nauueHToB C Aeneuu-
en 22ql11. Y 22 (15,2%) 6bin1 anunenTuieckne npucTynbl,
y 15 (10,3%) — 3apepkKa passutus, y 5 (3,4%) — ncuxude-
CKoe 3aboneBaHue. Y 12 nauneHToB anunencus 6bi1a Knaccu-
GUUMpPOBaHa KaK reHeTnyecKas, y octalbHbIX Knaccuduumnpo-
BaflaCb KaK CTPYKTypHasi, B TOM 4Yucne 6bliv TPoe NaLneHToB
C NOPOKaMu pa3BUTUS KOPbI FONI0BHOIO Mo3ra [24]. Mo pe3ysb-
TaTam uccnepoBanus, nposeaeHHoro C.B. Eaton 1 coaBT. Ha
OCHOBaHWKW aHanu3a AaHHbiX 108 nauueHToB ¢ aeneuuen
22q11, 661 NonyyYeHbl cneaylolime cBeaeHus: y 16 yctaHoB-
NleH guarHos anunencuu, y 57 Habnoganucb Cyaoporn uau
Apyrve napokcuamalibHble paccTponcTBa, y 26 B aHamHese
6bl1n GpebpunbHblie cygoporu [25].

B ctatbe R.G. Wither 1 coaBT. onucaHbl B3poc/ble nauu-
€eHTbl ¢ geneuuen 22ql11.2, y 15,8% (32 us 202) 13 Hux
Habnaanncb CyaopoXKHble npunagku, 4% (9 ns 202) coot-
BETCTBOBA/IM [MArHOCTUYECKUM KPUTEPUAM IMUNENCUMN.
MexaHn3Mbl, ieXallme B ocHOBe 60nee HU3KOro CyqopoK-
HOro nopora npu mukpogeneumn 22qll.2, oo KoHuUa He
n3yyeHbl. C NOMOLWbIO TPAAMLMOHHbIX METOAOB CEKBEHMU-
pPOBaHMWA yaanocb Nosy4YnTb MHOOPMALIMIO, YTO HU OAMH reH
B 061aCTM reMM3nroTHOM aeneuunu He 6bll OTBETCTBEHEH
3a pasButue cygopor. OgHMM W3 BO3MOXHbIX MEXaHW3-
MOB AABNseTCa AncbanaHc reHoB, BbI3BaHHbIM FEMU3UTOTHOM
neneuven 22q11.2 [26].

Mo pe3ynbraTamM MHOIMMX UCCNEeAOoBaHUM MOXHO caenatb
BbIBO/, YTO CY[AOPOXHbIe MPUCTYMbl U 3NUNENCUs BCTpeya-

I0TCS Yallle Yy NauMeHToB, UMeLWKnx Mukpoaeneuuio 22q11,
yeM B ob6ulen nonynsiumm [26]. B 60MblUMHCTBE ClyYaeB
22911 peneunoHHOro cMHApoOMa cyaoporu MoryT 6biTb CBSI-
3aHbl C CUHAPOM-aCCOLMMPOBAHHBIMK NMPU3HAKaMK, TaKUMKU
KaK rMnoKanbLMeMUs, CTPYKTYPHbIE MAW COCYAWCTblE Mopa-
KEHWS TONOBHOr0 MO3ra, HO B OCTallbHbIX Cliydasx 3TW Mpu-
3HaKKW He HabnwpgatoTea [26]. Ha oCHOoBaHMK 3TUX AaHHbIX
HEeobXx0AMMO UMETb 60/bLLIYI0 HACTOPOXKEHHOCTb OTHOCUTESb-
HO pUCKa Pa3BUTUSA CYLOPOXKHbLIX MPUCTYNOB MU 3MUAENCUM
cpeau NaumeHToB C 3TUM MWKPOAENELMOHHBIM CUHAPOMOM,
yto TpebyeT AMHaAMWUYECKOro HabNAEHUS HEeBPOSIOrom,
3HAOKPUHOMIOrOM, MPU HEOBXOAMMOCTU — 3IMUAENTONOIOM,
a TakKe npoBeaeHns 33l 1 MPT ronoBHOro moara.

3AK/IIOMEHME

CuHapom mMuKpogeneunn 22qll ABnsieTcs 4acto BCTpe-
yalouwencs MUKpoaeneLMoHHONM XPOMOCOMHOM aHoManuen
W, KaK MpaBWO, UMEET XapaKTEpPHY KIMHUYECKYKD Kap-
TUHY C BOBJfIEYEHMEM Pa3/MYHbIX OPraHOB M CUCTEM, YTO
NPUBOAMT K HapyweHWio B PYHKLMOHUPOBAHUU CEPAEYHO-
COCYAMCTOW, HEPBHOWM, 3HAOKPUHHOW, MMMYHHOW CUCTEM.
Hannyme cnoHTaHHOro CyJOPOXKHOIr0 CUHAPOMa, NEPEOMOB
TeN NO3BOHKOB, MMMOKaNbLMEMUN B COHETAHMU C GEHOTUMNN-
YECKMMMU 0COBEHHOCTSIMU TpebyeT pacCMOTPEHNUS CUMHAPOMA
MUKpogeneunn 22ql11 npu nposeaeHun auddepeHunans-
HOW AMArHOCTUKKU M NpoBEAEeHUa KapnoTunupoBaHus n FISH-
ANArHOCTUKM Y TaKMX MNaLMeHTOB.
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OT 3aKOHHOro npeacTaBuUTENS HECOBEPLUEHHONIETHEro
nauuneHTa (MaTepu) NoJydYeHO MMUCbMEHHOE A0OPOBObHOE
MHPOPMUMPOBAHHOE cornacuve Ha Ny6nnKauuio pesynbtaToB
ero obcnenoBaHua v neverHuns ot 15.04.2022.
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M) Check for updates

CTyneHu macTtepcTBa neguvartpa,
opraHu3artopa, nepgarora
(K 75-netuio npod. A.C. Cumaxoackoro)

Ycrnexu  caHKT-ne-
Tepbyprckov neanaTpu-
4YECKOM LIKOJbl, OCHOBbI
KOTOpOM 3aKiagbiBanu
CBETOYM OTEYECTBEHHOM
neanatpun C.®. Xoto-
BMUKMK, H.U. BbiCcTpoB,
M.C. Macnos, A.®. Typ,
M.M. BOpoHLOB M WuX
YYEHWKMK, MPU3HAHbI He
TONIbKO OTEYECTBEHHbLIM,
HO ¥ MUPOBbLIM Hay4YHbIM
coobuectsom. Teope-
TUYECKME W MPaKTU4ecC-
KWe BOMpOChbl aHaTOMO-
GM3MONOrM4YecKkUx OCOBEHHOCTEN [OETCKOro OpraHus-
Ma, remaTtosiorMu, peBmMaToNorMM, HEeoHaToNoruu, opra-
HU3aLUMU MEAMLIMHCKOW MOMOLIM AEeTAM [0 HacTosllero
BPEMEHM He MNOTEPS/IM CBOEW aKTyalbHOCTM M MOWUCKa
addeKTUBHbIX peweHnin. OT nepBbiXx TPYAOB BEIUKOro
M.B. JlomoHOCOBa, BCTaBLUEro Ha 3aluTy AeTcTBa, A0
HaCTOSILLEro BPEMEHU neauaTpuyecKkas wWKona CaHKT-
MNeTtepbypra — JleHnHrpaga — Cankr-lNeTepbypra BmecTte
CO BCEW CTpaHoW npeofoneBana rofbl pa3pyxu, 6G/0Ka-
Ibl, MONUTUYECKUX U (WMHAHCOBLIX MOTPACEHWW, AOKa-
3aB 3QPEKTUBHOCTb CUCTEMHOrO MOAXOAA M KaapoBO-
ro npodeccrvoHanMama. B Takon cpege dopmupoBanoch
MWPOBO33PEHME U MaCTEPCTBO 3aCNYyXEHHOIo paboTHUKa
3apaBooxpaHeHuss Poccuickon depepaunun, naypearta
npemun MpasutensctBa PP B 061aCTU HAYKU U TEXHUKM,
o6pa3oBaHung, JOKTOpa MeAULIMHCKKUX HayK, npodeccopa,
3aBeaylowero Kadeapon OeTCKMX 60fie3HEN C Kypcom
HeoHaTonornn ®re0y BO «[epsbit CaHKT-MeTepbyprckui
rocyaapCTBEHHbIN MEAULIMHCKUIA YHUBEPCUTET WM. aKa-
aemuka W.M. MaBnoBa» MuH3gpaBa Poccuu AHatonus
CemeHoBMYa CMMaxoacKoro, 75-netme KOToporo oTmeya-
etca 1 masa 2023 T.

Poaunca Anatonuin CemeHoBuY B 1948 1. B ropoae
Yccypuincke B cembe NpoLLeLIero BCO BOMHY OT YKpauHbI
no lMopT-ApTypa M 3acnyuBLLIEro TpU GOEBbIX OPAEHA,
psia Mefanen BOEHHOCNYKalllero M Bpaya-ctoMarosiora
MefcaH6aTta. Co3gaB cembto B 1940 r., poautenu cmMoru
BOCCOEANHUTBLCA TONbKO B 1946-M, COXpaHWB NyOOKYO
BEPHOCTb M NpefaHHOCTb Apyr apyry. o 18 net BocnuTa-
HWe 6yayllero neaMaTpa NPoXoamno B BOEHHbIX FOpoKax
1 OCHOBbIBaA/IOCb Ha TPYAOBbLIX M 60EBLIX TPAAULMSAX CTPa-
Hbl, BEPHOCTM MPUHLUMNAM 3allWUTbl OTEYECTBA, [APYKObl
W NpPelaHHOCTX CBOEMY Hapoy.

B 1966 r., nocne OKoH4YaHUs ¢ cepebpsiHOn meaanbto
cpeaHen wKonbl B ropoae Jly6Hbl [MonTaBckon o6nactu,

obunaap noexan noctynatb B JIEHUHIpaACKUM neanatpu-
YECKUN MeaNUMHCKUN MHCTUTYT. Bbibop JleHnHrpaga 6bin
NPOAMKTOBAH IOHOLWECKUM BOCTOPrOM OT 3KCKYPCUOHHOIO
noceuieHns ropogda B 14 net, a MeaMUMHCKasa crneuunanb-
HOCTb 6blNla TPAAULIMOHHOW MO NMHUKM MaTepu. Ee 6pat —
3acnyxeHHbin Bpa4y CCCP, xupypr, cecTpa — HapoAHbI
Bpay CCCP, negnaTp, MO3TOMY NOHATHO, YTO B BOCMUTAHWUM
npeBaaMpoBan MEAULIMHCKMUE OPUEHTUPDI.

3aHMMaACh Ha «XOpPOLO» U «OTAUYHO», CTyaeHT Cuma-
XOACKMW MHOro CuN oTaaBasl OOWECTBEHHOM paboTe
B KOMUTETE KOMCOMOJ1a, BbICTyrnan 3a COOPHYIO MHCTUTYTa
no 6acKeTbony, akTMBHO nocewan CHO dakynbTeTcKon
XUPYpruu, BoiCTynan ¢ JoknagaMu. Ha 6-m Kypce B cybop-
AvHaType nonan B rpynny npodeccopa N.M. BopoHLoBa,
C KOTOpbIM B 6yayliemM CBSi3an CBOIO Hay4Hyto, ne4ebHyio
W negarormyecKyto AesaTenbHOCTb.

[ocne oKoHYaHWs MHCTUTYTa B 1972 . No HanpaBieHnto
AHatonun CemeHoBMY 6bi pacnpegeneH B Bonoroackyto
LleHTpaNbHYI0 PanoHHYI0 60JIbHULLY, NPOLLEN UHTEePHaTYpy
B Bonorogckon getckon ropofckon 6onbHuue v c 1973 T.
NPUCTYNKU K UCNOSTHEHUIO 0693aHHOCTEN Bpaya-neauaTpa,
a yepes3 [Ba mecsdua — 3aMecTUTeNs [NaBHOro Bpaya
LIPB no meanumnHcKon Yactn. B 1976 r. HanpaB/ieH B Ku-
HUYEeCKylo opauHaTypy no neguatpuun Ha kadeapy npone-
[EBTUKMN AETCKMUX 6onesHen lNeamaTtpuyeckoro UHCTUTYTA,
KoTopyto Bo3rnaenan npodpeccop N.M. BopoHuoBs. Kak pa3
B 3TOT Nepuoj HayyHas npobnemaTuka Kadeapbl BKIO-
Yana pacCMOTPEHME Y3/10BbIX BOMPOCOB MMMYHOMATOJO-
rMYyecKknx 3aboneBaHWW. Annepronorus, pesBMaTonorus
W apyrue cucteMHble 3aboneBaHus 00 CUX Mop ABASOTCS
Hay4YHbIM MPUOPUTETOM Kadeapsbl.

Monopaon nccnepoBartenb 6bi1 BKAKOYEH B peBMATON0-
rMYecKylo rpynny, rae nocne obyvyeHus B MHCTUTYyTE 3KC-
nepuMeHTanbHOM MeaWUMHbl METOAMKaM uccneaoBaHus
rymMopasnbHOro MMMyHUTETa cTan obcneaoBaTb GONbHbIX,
cTpagarowmx andody3HbiMM 3ab0N1eBaHUAMU COEAUHM-
TeNbHOM TKaHW. K OKOHYaHMIO opAnHaTYpPbl Oblal HAKOMNEH
onpeaeneHHbl HayYHbIM NOTEHUMan, 4YTo eCTECTBEHHbIM
nyTeM Mo3BOMMAO MOCTYNUTb B acnupaHTypy. B 1980 .
3aBeplueHa KaHamMaaTckasa amcceptaumns «KnMHUKO-UMMY-
HOMOrMYeCcKas XapaKTepUCTMKa pas3finyHbix GOpm peB-
MaTOMHOro apTpuTa y AeTei», KoTopasa 4yepes roj Gbiia
yCrnewHo 3allMmilLeHa.

[anee wen nogbeM no cnyKebHow NecTHULE: CTaplini
NabopaHT, aCcCUCTEHT, JoLUeHT Kadeapbl, KoTopas K 3To-
My BpeMeHu pasgenunacb. U.M. BopoHL0B BO3rnasun
Kadeapy rocnutanbHoOW neaMaTpun, a NnponeaeBTUKON AeT-
CKMX GONEe3Hen cTan PyKoBOAWUTb €ro y4eHWK npodeccop
B.B. HOpbeB. Kadeapa nponeneBTUKM NEepeopueHTUPO-
BaJila Hay4Hyl0 TemaTuUKy B 061acTb pa3paboTKn MeTOLOB
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nccnegoBaHus NONyNsSLMOHHOIO 340POBbS. Kak no 3agaHu-
aM MuH3apaBa, Tak U No Npocb6aM pasfnyHbIX TEPPUTOPUNI
COTPYAHUKM Kadeapbl B cocTaBe 6puraj Bole3xann B perno-
Hbl 415 OLLEHKW 340POBbS AETCKOro HaceneHus. Mosbipb
B benopyccuu, Cerexxa B Kapenun, Yxta B Pecnybnunke
Komun, HoBropoackas v JleHnHrpaackas obnactu — BCero
Wb HEBO/bLIOW NepeYyeHb KOMaHAMPOBOK.

[aHHasa paboTa No3BOMMNa co34aTb aBTOMATU3MpPOBaH-
HYIO CUCTEMY CKPUHUHIOBOWM OLIEHKMW 340p0OBbS AEeTEN, NOA-
nepxaHHyto MuHUCTEPCTBOM 3ApaBooxpaHeHuns. Hakon-
JIEHHbIN MaTepuan HeOAHOKpPATHO Ny6MKOBAsICS B HAay4HOM
neyaTu, AOKNaAblBaNCA Ha PasfMyHbIX Hay4yHbIX Popymax
M cTtan 6a3on Ans NOAroTOBKM AOKTOPCKOM AMccepTaLmu.

B 1995 r. A.C. CumaxoacKkui 6bl NpUrnalleH Ha OOJXK-
HOCTb HavyaNbHWKa YnpaBneHus ne4ebHo-NpodunaKkTMiecKom
nomoLn matepsm u getam Komuteta no 3apaBooXpaHeHUIo
AaMmuHucTpaumnm CaHKT-lleTepbypra, peopraHM30BaHHOIO
fJanee B oT4en MNo opraHu3auuMv MeauuUMHCKOM MOMOLM
MatepaMm u agetaMm. KoHey XX B. xapaKTepu3oBascs CNoX-
HOM couManbHO-3KOHOMWYECKON O6CTAaHOBKOM, KOTOpas He
no3BoJisifa NPOBOANTL MOAEPHU3ALMIO MaTePUabHO-TEXHW-
yecKomn 6a3bl Ie4eOHbIX YYPEKAEHUA U BHEAPSATb BbICOKUE
MeAWLMHCKME TexHonoruu. Mpu 3ToM BO BCEX pErvoHax
OTMeYanucb HeraTMBHbIE BNEHNS B BUAE MaAEHUS poXaa-
€MOCTH, pPOCTa CMEPTHOCTH, YXYALIEeHUs 340POBbS AETCKO-
ro HaceneHus.

BmecTe ¢ Tem MMeHHO B 3T0 BpeMs B CaHKT-leTepbypre
Obla BHeApeHa cucTemMa 0653aTelbHOro MeauLMHCKOro
CTpaxoBaHMS, a yCuausa cnyx6bl OXpaHbl 340p0OBbS MaTepu
N pebeHKa Oblv CKOHUEHTPUPOBAHbI Ha CHUXEHWK MOKa-
3atenen OeTCKOM, MNadeH4YeCKoM U MaTepPUHCKOW cMepT-
HOCTU. Bblnn opraHn3doBaHbl NPodeccMoHanbHble LWKOMbI
HEeOHaTOo/I0roB, aHEeCTe3nON0roB, aKylwepoB-rMHEKONOroB,
rae rnaBHble cneunanucTbl NpoBoauan pasbopbl gedek-
ToB, obyyanu WaAsWMM MeTogaM BeAeHWs nauMeHTOB,
BbIXaXKMBaHWS HEOOHOLWEHHbIX AeTel. Psa AeTCKUX Xupyp-
roB, KapauMOXWpyproB MpoLwnuM obyvyeHne B 3apyberKHbIX
KNUHMKax. OpraHM3aumoHHble U 06pa3oBaTe/ibHble Mepo-
npuatus gann adGdEKT B CHUMKEHMM NMOKalaTenen cmept-
HocTu. lapannenbHo 6bliM pa3paboTaHbl M BHeAPEHbI
nporpamMMbl MepeocHaleHUs POAUNbHbLIX AOMOB W AeT-
CKMUX BGO/NbHUL, COBPEMEHHbBIM aHECTE3NONI0MMYEeCKUM 060-
pyaoBaHWEM U BblCOKOIDDEKTUBHLIMU JIEKAPCTBEHHBIMMU
cpeactBamu. B TeyeHue 5 neT ypoBeHb MageHYeCKoMn
cMmepTHOoCcTM B CaHKT-lleTepbypre npubnauauicsa K Moka-
3aTeNnsiM BbICOKOPA3BUTbIX CTPaH U CTan OAHWM M3 CaMbIX
HU3KKX B CTpaHe. paBuTeNbCTBOM ropoda 6biin noaaep-
aHbl NPOrpaMmbl MHAMBMUAYANbHbIX WTATOB ANs OTaene-
HUW HeoHaTaslbHOM peaHuMaLuuu, NPOoPUNAKTUKKM AETCKOM
MHBaNMAHOCTH, YKPEMNEHUS MaTepuanbHO-TEXHUYECKOWM
6a3bl JOMOB pebeHKa M [OETCKMX CaHaTOpPHbIX ydperkae-
HWUI, B KaneHaapb MPMBMBOK BHECEHbl AOMOSHUTENbHbIE

BaKUMHauun. PazpaboTtaH U NpuUHAT 3aKoHodaTeNbHbIM
cobpaHneM 3akoH CaHkT-lNeTepbypra «O coumanbHOW noa-
OepXKe cemen, umetowmnx aeten, B CaHKT-lMNeTepbypre».
3a BCeM 3TUM CTOSIM COTPYAHMKM OTAENA, BO3INaBASEMOro
A.C. CUMaxoacKum.

Mponasa nyTb oT neguartpa LleHTpanbHOM panOHHOM
60NbHULbI Bonorogckoro paroHa A0 HadvallbHMKa oTaena
no opraHuM3aumm MeauLMHCKON NOMOLLM MaTeEPSaM U AeTaM
KomuTeTa no 3apaBooxpaHeHuto U 3aBeaylowero Kabeapomu
oHOro M3 Beaylnx Bysos Poccuun, AHatonmn CemeHoBMY
25 net BO3rNaBnsa/a OETCKoe 3[paBOoXpaHeHWe ropopja.
C 1995 no 2013 r. B AO/MKHOCTM Ha4danbHWKA oTaena
nc 2013 go 2020 r. — rnaBHoro negnatpa. PaspabatbiBas
W peanuays ropofCKMe nporpammebl, cnyx6a oxpaHbl 340-
poBbs MaTepu U pebeHKa CaHKT-leTepbypra 3aHsana OaHy
M3 Beaylinx No3nuunm B cTpaHe. HoBaTopCKMMK opraHunsa-
LMOHHBIMU PELLEHUAMM OTMEYEHbI YCrexn Cny>K6bl OXpaHbl
pPenpoayKTUBHOIO 340P0BbS AETEN M MOAPOCTKOB, CUCTEMbI
nannMaTMBHOM MOMOLLM, KOTOpPble OblIM PEKOMEHAOBAHbI
K BHeApeHuto Bo Bcex cybbekTax Poccuiickon denepaumm.

A.C. Cumaxoackum — aBTop 6onee 120 HayuyHbIX,
y4e6HO-MEeToANYECKUX PaboT, YHeOHMKOB M MOHOrpadum,
yepes KoTopble OH nepeaaeT cBor 6oratbii OnbIT 6yaywemy
NOKONEHUIO NeanaTpoB; aKkTUBHbLIM YneH Coto3a neanaTpos
Poccun, HeogHOKpaTHO mM36MpaBLUMKCS B pyKoBoOAdWME
opraHbl, MOCTOSHHbIA Y4aCTHUK NeauaTpUYecKUx KOHrpec-
COB M Cbe3[0B CaMOro BblCOKOrO YPOBHS, BbICTYMAEHUS
C AOK/IajaMK Ha KOTOpbIX BCErga OTMYyanucCb aKTyalbHO-
CTblo Npo67eM U 060CHOBAHHOCTbIO PELIEHUN.

Tpya A.C. CMaxo4cKoro BbICOKO OLIEHEH roCcyAapCTBEH-
HbIMW OpraHamu W ApyrMmu opraHuzauusmu. OH HeoaHo-
KpaTHO Harpaxaancs rpaMmoTamu 1 6narogapHocTamu ryéep-
HaTopa CaHKT-lNeTepbypra, MuHsgpasa Poccun, CoBeTa
depepaumnmn deaepanbHoro CobpanHus, B 2003 . Harpax-
neH meganbto «300 net ocHoBaHusa CaHKT-leTepbypra»,
3HaKoMm «OTNIMYHMK 3apaBooxpaHeHus», B 2006 r. ygoctoeH
NOYETHOrO 3BaHUs «3acnyKeHHbIM PabOTHUK 34paBOOX-
paHeHus Poccuitickon Pepepaumun», B 2011 r. ctan nay-
peatoM npemun lNpaButenbctBa Poccum B 06/1acTn HayKu
M TEXHUKKU, B 2018 . nony4ymn 3HaK OTIMYMsa «3a 3acnyru
nepen CaHkrt-letepbyprom», B 2022 r. cTan naypeatom
Mpemuun MMpaButensctBa Poccun B o06nactm obpas3oBa-
Hua. B 2010 r. CaHKT-leTepbyprckas enapxus Harpaawnia
AHaTtonua CemeHoBMYa Medasnbto «[lepBOBEPXOBHbIX anoc-
TonoB [letpa u MaBna» 3a BKNa4 B opraH1M3auuio naniuva-
TUBHOM NMOMOLM AETSAM.

Cotos negnatpoB Poccuu, neanatpuyeckasn obLLeCTBEH-
HOCTb M pefaKkumsa }ypHana «Bonpocbkl coBpemMeHHOM neau-
aTpun» cepgevyHo nosgpasnsioT AHaTonus CemeHoBMYa
CnmMaxoAcKoro ¢ 75-netHum tobuneem, xenawT KPenkoro
3[0pOBbSl, HOBbIX OTKPbITUM, YCMEXOB B MNeaarorn4yeckomn
1 ne4yebHOM AeATeNbHOCTH.
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