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BbICTPO pa3peluuBLUUECH
HEeOObACHUMbIE COObLITUA Y MJ1aJE€HLEB:
HaCKOJIbKO }XU3HeyrpoXatowu?

(0630p nuTEpaTypbl)

ABTOp, OTBETCTBEHHbI 32 NEPErnuncKy:

Kopab6neBa Hatanbs HuKonaeBHa, KaHAMAAT MEAULMHCKMX HAyK, AOLEHT, 3aBedylowas Kabeapon neguaTpum MeamuUmnHCKOro MHCTUTyTa
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AHHOTaLuA.

CTaTbsi COAEPKUT B3I YHEHBIX, M3/TOKEHHbIN B COBPEMEHHO!N Hay4YHOM nTepaType, Ha 3BOJIIOLMIO ONpeaeseHni, nos-
XOZIOB K AMArHOCTUKE, CTpaTUdUKaLMM PUCKA KUIHEYTPOXXAEMOCTU BHE3AMHO BO3HUKAIOLIMX COCTOSHMIA y AeTel 1-ro roga
JKM3HM, COMPOBOXAAILIMXCS KapANOPECTMPATOPHBIMU HapyLLeHUSIMH. TepMUH «BbICTPO paspelunBlIeecs HEOBLSICHUMOE
COb6bITUE» CMEHWIT TEPMUHBI «O4EBUAHOE KU3HEYIPOXKAIOLIEE COObITUE» M «@BOPTUBHbINA CUHAPOM BHE3aMHOH cMepTH MAa-
AeHLeB». [TpuBoAsTCS AaHHbIE KIMHUYECKMX PYKOBOACTB AMEPUKaHCKON aKaaeMun negnatpmm n MtanbsiHCKoro neanatpu-
4eCKoro o6ulecTBa, NoCBSLEHHbIE JaHHbIM COBbITUAM. AKLEHTUPYETCS B3I HA XU3HEYrPOXKAEMOCTH U CcTpaTUudUKaLmm
pucKa He6naronpuaTHoro ucxoga. lNprnBoAATCA KoUTEPUU ONPeaeNeHUs HU3KOIrO PUCKa peann3alinm yrpo3bl MU3HN pebeHKa
rnocse rnepeHeceHHoOro cobbiTs. ABTOPCKUI KOJIJIEKTUB AaHHOM ny6anKaLmm npurnallaeT 0Te4eCTBEHHOE reanaTpu4ecKoe
MeAMNLIMHCKOE CO0BLLECTBO K AUCKYCCHM 10 MPO6IEME BO3MOXKHOMN UIHEYrPOKAEMOCTH BbICTPO PAa3PELLUNBLLINXCS HEOOBSIC-
HMMbIX cobbITHi (BPaHC) y getes 1-ro roga K13Hn v onpeaeneHus TaKTM4ECKUX MEePOMPUSATUI, KacaloLnXcs HE0O6X0AMMOCTH
rocnutanu3aumm n o6bema AnarHoCTUYECKOro noucKa npuYnHbl CoOBbITUS.

Knio4eBbie cnoBa: MnafeHLbl, )XU3HeYrpoxatowme cobbiTs, 6bICTPO pa3peLimBlleecs HEOObACHUMOE CoObITUE, AETH

Ansa untnpoBanuns: Kopabnesa H.H., Makapos J1.M., banbikoBa J1.A., KotnykoBa H.[1. bbicTpo pa3pewnslinecs Heobbsc-
HUMble COObITUS Y MTaleHLEB: HACKOJIbKO }U3HEYrpoxKatowm? (0630p nutepaTtypbl). POCCUHCKUI neanaTpUYeCKni XKypHarl.

2020; 1 (3): 5-10. doi: 10.15690/rpj.v1i3.2174

BBEJAEHUE

MpenoTBpaTMMOCTb MPUYMH MIAEHYECKOM CMEPTHOCTH
Ha 3Tanax NpodUNaKTUKKM MeAMKO-CoLManbHbiXx GaKTopoB
pUCKa, CBOEBPEMEHHOM [MArHOCTUKM MNPEAMKTOPOB BHe-
3anHoOn CMepTu HaxoaaTcs B GOKyce U3y4YeHWUs COBPEMEH-
HOW neaunatpuun. Mo mMepe HaKOMNEeHUs Hay4HbIX 3HaAHWMN
W3MEHWUCL B3rNsAbl Ha BHE3anHo MaHudecTupyoLlme
COCTOSIHUSI Y MNaAeHLEB, CONPOBOXAatoWMecs Kapanope-
CNUPATOPHbIMU HaPYLIEHUAMU U TPAAULIMOHHO paccMaTpu-
BalOLWIMECH KaK «MpepBaHHbIN» UK «aBOPTUBHbIW» CUHAPOM
BHe3anHoW cMmepTn mnageHueB [1], a B AalbHENIWIEM KaK
o4yeBUAHOE XuU3Heyrpoxatoulee cobbiTve (0XKC) [2]. TepMuH
«KM3HEYrpoXKaeMoCTb» COMPOBOXAAN0 AaHHbIE COCTOSHUSA
yeTblpe AecATUNeTUs, OJHAKO He Hecno B cebe 4YEeTKMX
[I0Ka3aTenbCTB Yrpo3bl W3HWM W NaATOGU3UONOrMYECKOrO
060CHOBaHMS, NOCKONbKY TPAKTOBaNOCh Kak ¢aKT co CnoB

poauTenen wnu Apyrux oyeBuiLes npousowepwero [3].
Poautenu (unun apyrme o4eBuaLbl), CTONKHYBLIUCH C HapyLle-
HUEeM AblxaHus y pebeHKa 1-ro roga *m3Hu (Kak npaBwuno,
ONUCbIBAEMOE KaK «OCTaHOBKa [blXaHWS», «HE [AblWan»),
M3MEHEHWEM MbILEYHOr0 TOHyca («06MSAK» UK, HA06OPOT,
NoBbllIEHWE TOHyca), U3MEHEHUEM LIBETA KOXMW («MOCH-
HeHWe» Unu «nobnefHeHne»), HECMOTPSA Ha TO YTO JaHHoe
COCTOSIHWE A/INTCS HeAoNTo (KaK NpaBuio, MEHbLLE MUHYTbI)
M KynupyeTcs Yallle TakTUNbHOW CTUMYNSILMEN, UCMbITbIBAIOT
4YyBCTBO CTpaxa, TPEBOMM 3a Xu3Hb pebeHka [4]. Bonpocsl,
KOTOpblE OHW 3afaloT Bpadvy nocne nepeHeceHus pebdeH-
KoM OXC, KacaloTcs yrpo3bl XU3HWU Manbiwa [4]. NpuynHbl
n dakTopbl pucka pa3sutna OXKC n cMHapomMa BHe3amnHon
cMmepTn MnageHues (CBCM) nsyyanucb B TeCHOM B3aMMOC-
BA3K [5—7]. TONbKO N0 MepPe HaAKOMIEHUSA HayYHbIX AaHHbIX
WX B3aMMOCBS3b Oblsia NocTaBfieHa Nnoj COMHeHue [7].
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0630p NuTepaTtypbl

dBonouuA onpeaesieHNA U MNMpPUYUHHbIE aKTopbl
BHe3anHo BO3HMKAalOWMUX COCTOSHUIA C Kapauopecnupa-
TOPHbIMU CUMNTOMaMM y ileTe NepBOro roaa XuU3Hu

TepMUH «NOTEHUManbHbIM» UAKM «@BOpTUBHbLIN CBCM»
(B aHrnoasbl4HOM nuTepatype «near-miss SIDS», SIDS —
sudden infant death syndrome) BeBegeH B 70-x rm. XX B.
MO OTHOLWEHWID K BHE3anHO BO3HWKAKOWMM COCTOSHUAM
y MnageHueB, COMPOBOXAAKWMMCHA anHod, U3MEHEeHWeM
LBeTa KOXW U MbIleYyHoro ToHyca [8]. Cuntanoch, 41O AaH-
Hble COCTOSIHMS MOryT ObiTb npefwecTBeHHMKammn CBCM
M60 CBOEBPEMEHHO «MPEepPBaHHbIM», HO Y)Ke 3aMnylleHHbIM
MexaHuamom CBCM [8]. OCHOBHbLIM KIMHUYECKUM CUMIMTO-
MOM «@boptnuBHoro CBCM» 6bin10 OTCYTCTBME AblXaTeNbHbIX
[BUXEHUN (anHo3), @ Ha TOT MOMEHT runoTesa arnHo3 npe-
BanMpoBana cpean MNPUYUHHBbIX NAaTODUINOTOTUYECKHUX
mMexaHn3amoB CBCM nocne ony6inKOBaHHOIO KIMHUMYECKOro
Habnoaeruns A. Steinschneider (1972) HECKO/IbKMX MNIafeH-
LUeB C AIMTENbHbIMW PECNUPATOPHbIMU Nay3aMu, YMepPLIMX
ot CBCM Bnocneacteuu [9]. Co BpemeHem runoTtesa anHoa
B reHe3e CBCM 6bina noaBeprHyTa KPUTUKe, a «abopTUBHbIN
CBCM» cBsizanu € pasfiMiHbIMW NATOIOFMYECKMMK COCTOS-
HUAMK: racTpoazodareanbHbiM PedIOKCOM, HapyLWeHUIMH
puTMa cepaua U OB6CTPYKTMBHbIM amnHoO3 BO BPEMSA CHa
[8, 10-14]. Ha cmeHy TepMuHy «near-miss SIDS» B 1986 r.
npuwen TEPMWUH «OYEBWUOHOE MXW3Heyrpoxatouee cobbl-
The» (apparent life-threatening event syndrome, ALTE) [2],
KOTOpbIM 060co6nan AaHHble cocTosiHua or CBCM. Ipynna
3KCNEepToB, CrnoHcupyemas HauuoHaNbHbIMU MHCTUTYTaMu
3apaBooxpaHeHus CLUA, paspaboTtana onpegnenexHne OXC,
B KOTOPOM YETKO O4YepYeH KIMHUYECKUN CUMMTOMOKOM-
MNEKC KaK «BHE3anHblW, Nyralowmnin anM3o ¢ NpexkpalleHu-
€M [bIXxaHus (anHo3), UBMEHEHUEM LBETa KOXW (LMaHo3,
61eHOCTb, MOKPACHEHUE), UBMEHEHUEM MbILLIEYHOr0 TOHYCa
(CHWXKEHMe (4ale) UM PUrnaHOCTb), NONepXMBaHUEM, Kall-
fnemM unu yayubem» [2].

Ha npoTs)keHun 6onee ABYX AeCATUNETUM MNafeHLEB,
nepeHecwmnx OXC, OTHOCKMAN K KaTeropum BbICOKOIO pUCKa

no passutnio CBCM [7]. CBs3b OXC ¢ CBCM u3y4yeHa B psage
ncecnenoBaHum [5—7]. HegoHOLWEHHOCTb, Npe- U NocTHaTalb-
HOE KypeHWe maTtepw, OTCYTCTBUE FPYAHOro BCKapMaInBaHuUs
N OTAOWEHHbIN CEMENHBLIM aHaMHe3 Mo BHe3arnHon cMepTu
npu3HaHbl 06LWKMMK dakTopamMu pucKa ana OXKC n CBCM [5,
7]. B apyrux nccnegoBaHmsax npoaeMOHCTPUPOBAHO, YTO Npo-
dunaktnka CBCM, npexae Bcero Kacatollascs onTMuMusa-
LMW YCNOBWUIW CHa MnageHueB (oduuManbHO cTapToBaBLlas
B 1994 r. kamnaHus «Cnu Ha cnuHe» («Back to Sleep») npuse-
Nla K 3Ha4uTeNbHOMY CHUXKeHMIo YacTtoTbl CBCM, HO He cKa-
3anacb Ha yactote OXC) [15, 16, 17]. No mHeHuto N. Esani
et al. (2008), Bo3pacTtHon nuk OXC npuxoanTcsa Ha Bo3pacT
NepBbIX 2 MEC }MU3HM, B TO BPEMS KaK KPUTUYECKUI NepUoa
BO3HMKHOBeHUS CBCM — ot 2 ao 4 mec [7]. bbino noka-
3aHo, YTO B rpynne geten, nepeHeclumx OXC, p1ucK cmeptu
B fdanbHenuwem coctaBnsier 0,6% [7]. Cneaytoume paboThbl
NOATBEPAMNU, 4YTO OOLWIMM YyPOBEHb CMEPTHOCTM [0 roja
W3HU pebeHKa nocne nepeHeceHHoro OXC (He3aBUCHMO
OT npuymHbl) aBnsetca HU3KkuM (0,2-1,1%) u He cBs3aH
¢ daKkTopamu pucKa pa3sutus CBCM [18, 19, 20]. B2011 .
AMepuKaHCKas akagemus neauaTpuu 3asBuna O TOM, 4YTO
OXC — He npealwectBeHHUKN CBCM [21].
PacnpocTtpaHeHHocTb OMC, onucaHHas B anuae-
MMUOMIOTMYECKUX MUCCNEeAOBaHMAX, LWMPOKO BapbupyeT —
ot 0,6 go 5,0 cnyyaeB Ha 1000 KWMBOPOXKAEHHbIX [22].
O4yeBMaOHbIE KU3HeEyrpoxatline cobblTUS COCTaBASOT
0,6-1,7% oT Bcex O6palleHWh ¢ MIafeHuamMu B CKOpPYH
N HEOTNOXHY nomollb, 2% rocnutanusaumm n 0,5-6% ot
BCex 0bpalleHn 3a aMbynaTtopHoOM MeanLMHCKOW NOMOLLbIO
[23-25]. Pe3ynbtaTbl NONYASLMOHHOIO UCCNEA0BaHMS, MPo-
BEJEHHOro B Hallen cTpaHe, AEMOHCTPUPYIOT BbICOKYIO pac-
NPOCTPaHEHHOCTb CUMMTOMOB BHE3aMHO BO3HMKLUMX XKU3HE-
YrpoXKaloLWmnX COCTOSAHUM y AeTen 1-ro roga KU3HU: Kaxaas
25-9 ceMbsi C MAadEeHUEM MOMXET CTONKHYTbCA C AaHHOW
npo6nemon [26]. PacnpocTpaHeHHOCTb CMMMATOMOB COCTa-
Buna 429,5 (95% poseputenbHbli MHTepBan [AN] 321-
574) Ha 10000 peten cooTBETCTBYHOLWEr0o BO3pacTa [26].
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Abstract.

This article presents the view expressed in contemporary scientific literature on the evolution of definitions, diagnostic approaches and
risk stratification for suddenly occurred life-threatening conditions accompanied by cardiorespiratory disorders in children of the first
year of life. The term “brief resolved unexplained event (BRUE)” has replaced the terms “apparent life-threatening event” and “aborted
sudden infant death syndrome”. The provided information is derived from clinical guidelines of the American Academy of Pediatrics and
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and risk stratification for adverse outcome. The criteria for classifying infants’ condition as a low risk of life-threatening condition follow-
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He3aBWCHMbIMKU NPEANKTOPAMU KU3HEYTPOXKaIoLWMX COObI-
TUW y geten 1-ro roga Xu3HU 6bIn cydyan BHE3anHom cmep-
TW Y POACTBEHHUKOB B Bo3pacTte Ao 50 ner — OTHOLWEHUe
waHcos (OWW) 2,4 (95% AN 1,1-5,3), cny4aun npe-/CuUHKone
y poactBeHHukos — Ol 4,4 (95% AN 2,1-9,0), uckyc-
CTBEHHOE BCKapmauMBaHWe mnageHua — O 4,0 (95% AN
1,5-11,2). HyBCTBMTENBHOCTb MOAENN, B KOTOPOW Y4UTbIBAN
Hanu4yme xoTa 6Gbl OAHOIO M3 TPeX MPeAuMKTOpPOB, cocTaBMna
19% (8/43), cneundunyHoctb — 99% (2/958) [26].

MpunénuantensHo B 50-70% cny4aeB yaaeTcs HaWTu
NpUYnMHYy — 3aboneBaHue, NPosiBAEHUEM KOTOPOro CTano
OXC. Cn1CcoK MPUYMH LUMPOK M pas3HOPOAEH, AOMUHUPYIOT
B HEM, COCTaBass A0 MONIOBMHbLI Cly4YaeB, ractpoasodare-
anbHaa pedntoKcHaa 60ne3Hb, pecrnupaTopHble MHDEKLUK
HWXXHUX OTAENOB [AbIXaTeNbHbIX NyTEW W HEBPONOrnyecKue
6onesnn [4, 23, 27-43]. OTaenbHOEe BHMMaHWe cneayet
YAENsATb CllydasiM XKEeCTOKOro obpalleHUs KaK BO3MOXKHOM
npuumHe OXKC [44, 45]. JoBonbHO 6onblasg Yactb OXC
(ot 30 po 50%) ocTatoTc HEOOGBACHEHHbLIMW MOCNAE NpoBe-
[EeHHoro goobeneaoBaHus, T.e. uguonatnyecknmmn OXC.

Pa3Hoo6pa3une 3aboneBaHni 1 NaTo0rM4ecKnx CocTos -
HUW, KOTOpble MOTYT NPOSBUTLCA KMHWKOW OXC, nobyanno
YYEHbIX CMECTUTb GOKYC UCCNeaoBaHMI C NOMCKa MPUYMHbI
Ha M3y4yeHue BoMpoca Heo6XO0AMMOCTM FocnUTanu3almu,
LienecoobpasHoCcTM (GUHAHCOBbLIX 3aTpaT Ha NpoBefeHue
AnarHocTmyeckoro noucka. A. Vigo u coaBT. (2016) noka-
3anu, 4To 86% mnageHuUeB ¢ KaMHMKoM OXKC, npubbiBLIMeE
B CTaUMOHAp, HE UMENN KaKUX-TMBO NaToNOrMYecKmUX CUM-
NTOMOB Mpu GU3NKaNbHOM OCMOTPE, M TONbKO TaKTU/bHas
cTUMyNaumns (6e3 NpUMeHeHUs cepaeyHOo-NeroYHon peaHu-
Mauun) npuBena K NosHOMY KynMpoBaHWIO coObiTus [46].
MpoaeMOHCTPUPOBAHO, YTO PYTUHHbIK AMArHOCTUYHECKUM
CKPUHUHT NULLb B HEGONbLIOK aone (Ao 6%) cnydaeB MHOOP-
MaTUBEH W onpeaensieTr NpuunHy cobbitna [43, 47, 48].
lloka3aHo, 4TO YacToTa pPa3BUTUA TAXENbIX COCTOSHUM
nocne nepeHeceHHoro OXC coctaBngetr or 12 go 17%
[24, 25, 43, 49]. I. Claudius n T. Keens (2007) BbiSBUIn
cneaywouwme daKTopbl pUCKa HeBGNaronpusaTHOro MpPorHo3a
ana OXKC: cobbiThe y MnageHuUa B Bo3pacTe 40 1 Mec KU3HU
1 noBTopHble OXKC, 1 NpeanoKunm geten, UMeLWmX JaHHble
daKTopbl, rocNUTaNM3npoBaTbh B CTaLMOHap ANS KPyriocy-
TOYHOro HabnwaeHns u npoBeaeHus obcnepoBaHus [49].
B NpOCNeKTMBHOM KOrOPTHOM MCCeA0BaHMKU, NPOBEAEHHOM
B CLLUA, npeaMKTopaMu TAXeN0oro COCTOAHUS nocne nepeHe-
ceHHoro OXKC, noTpe6oBaBlUEro rocnutannsawumm B otaene-
HWE HEOTNIOXHOM NoMOoLLM, onpeaeneHbl HEAOHOLWEHHOCTb,
LMaHOTMYHAs OKpacKa KOXHOr0 MOKPOBa, BbISIBJEHHbIE
OTK/IOHEHMSI OT HOPMbl MpPU MNPOBEAEHUU GUIMKANBHOIO
o6cnefoBaHns, OTCYTCTBME MPU3HAKOB MHPEKLIMM BEPXHMUX
AbIXaTeNbHbIX MyTEN M MOMepXMBaHus/yaylwbs, CBA3aHHOMO
Cc KopmneHuem [24]. Tonbko 12% mnageHueB noTpeboBa-
JIN 3HAYUTENbHOrO BMelwaTteNbCTBa, a 64% He HyXaanucb
B rocnutannsauun u mMornauM 6biTb 6€e30MacHO BbiMMUCaHbI
nomon [24]. MNpeaukropamu HEoBX0AMMOCTM rocnuTanu3la-
umn nocne nepeHeceHHoro OXC B MHOrOLIEHTPOBOM MUCChie-
posaHun A.H. Kaji u coaBT. (2013) onpeaeneHbl Hanu-
Yynme BPOXKAEHHbIX WKW HacneAcTBEHHbIX 3aboneBaHnin 1M6o
COCTOSIHUI, MOBbLIWAKWNX PUCK HEGNArONPUATHOIO Mcxoada
OXC (BpoxKaeHHbIe NOPOKK CePAEYHO-COCYANCTON U KOCTHO-
MbILEYHON CUCTEM, XPOMOCOMHbIE CMHAPOMbI, MHTYGaLMK
Tpaxeun B aHamHe3e 1 ap.) 1 peumamsupyouine OXKC B Teve-
HWe nocneaHux cyTok [25]. HeagaBHee uccnenosaHue, npose-
[AeHHoe B FNOHUK, BbISBUIO, HTO CUMMTOMbI PECAMPATOPHOWM
MHpeKumn y pebeHKa, nepeHecwero OXC, asnsatorca He3a-
BUCUMbIM MPEANKTOPOM peumana cobbitus [50].

TepMuH «OXC» Mo cyTM TONbKO OMNMUCbIBaN KIWHUYE-
CKMI CMMNTOMOKOMMEKC KapAMOpecnmnpaToOpHbIX Hapylue-

HWI 1 He Npeanonaran NaTodU3noNorMYeCcKMX MeXaHn3mMoB,
NO3TOMY OH MOABEPrcs KPUTUKE U nepeocmbicieHno [3].
«KU3HeyrporkaemocTb» OLIEHUBanacb CO C/l0B poauTenen
WK 04EBUALEB M OCHOBbIBaNach Ha UX CyGbEKTUBHOM BOC-
npusatun [3]. MNpu 3TOM poaUTENM 4HacTo OblIIM Hamyradbl
BHE3aAMHOCTbIO HACTynatoLWmMX COCTOSHUM U He Bcerga YeTKo
MOIM onpeaenutb, 6bina M OCTaHOBKA WM YpeXeHue
AbIXaHUs, YMEeHblUEHWE aMNAMTYAbl AblXaTeNbHbIX ABUKE-
HUM y pebeHKa [3]. HeobxoaMmMocTb B NPOBEAEHUN UCKYC-
CTBEHHOIO [bIXaHWS «POT B POT» HE MOXKET ObITb aleKBaTHO
OLeHeHa poauTeNns MM M o4YeBMaLaMK COBbLITUS, €CIU OHU
HEe WMeloT cheuuanbHOW MOArOTOBKM MO OKa3aHWo nep-
BOW MEAMLMHCKOWM MOMOLLM MPU OCTaHOBKE AbixaHusa [3].
Poagutenn n oveBnaubl OXKCy pebeHKa 1-ro roga *m3Hu aen-
CTBYIOT UHTYUTMBHO, B CTPAxXe 3a XM3Hb Malbllwa. HackonbKo
[ENCTBUTENBHO KMU3HEYrpoXatwm 3Tn cutyaumn? B 2016 1.
AMepuKaHcKas akagemusa neamatpum (AAI) BnepBble BbIMy-
CKaeT K/IMHMYECKMe peKomeHaauuu, nocBsueHHble OXC,
B KOTOPbIX MOAHAT BOMPOC W3HEYrPOXKaAEMOCTU [aHHbIX
COCTOSIHUW W MNPensioKeH HOBbIM B3rNa[ Ha onpeaeneHue
1 cTpaTudUKaLMIO pUCKa HeEGNAronpmuaTHOro Ucxoaa.

BbicTpo pa3pelnBLINECA HEOOGBACHUMbIE COObITUS
y AeTei NepBoro roga Xu3Hu

B ony6a1MKoBaHHOM KMHUYeCKOM pykoBoacTBe AAI BBO-
anTcs HoBbIM TepMuH B3ameH OXC — «BbICTPO pa3pelms-
Leecs Heob6bsICHMMOe cobbiThe» (brief resolved unexplained
event, BRUE) [50]. O4eBuaHa nonbiTKa 060MTK B caMon dop-
MY/IMPOBKE Ha3BaHMs BOMPOC O peann3aunn yrpo3bl KU3HK
npu AaHHOM co6blTUK. CaenaH akueHT Ha TPaH3UTOPHOCTb
W OTCYTCTBME U3BECTHOM MM MOHATHOM MPUYMHBI COCTOSIHMSA
Ha MOMEHT 0CMOTpa pebeHKa MeANLIMHCKUM PabOTHUKOM.

bbicTpo paspelunBlieecsi HeOObsICHUMOE COobbiThE
(BPaHC) onpeaeneHo KaKk BHe3amnHO BO3HMKLLEE, KOPOTKoe
(MeHee 1 MWH) 1 paspelurBLIeecs K MOMEHTY ocMOoTpa Bpa-
4oM cobbITUE Yy pebeHKa B Bo3pacTe A0 roja, ConpoBOXKaaB-
Leecs O4HUM MW HECKONbKUMU U3 CreaytoLmMx CUMNTOMOB:
LMaHO3 nnun 61efHOCTb; OTCYTCTBUE, YPEKEHNE NN HEpery-
NipHOE AblXxaHue; 3aMeTHOe M3MEHEHWe ToHyca (rMno- unu
TMNEPTOHYC); U3MEHEHHbIN YPOBEHb «OTBETHOM peaKLun»
(Heob6bIYHOE MoBeAeHWEe B OTBET Ha OOblYHble (3BYKOBbIE,
TaKTUAbHbIE M Ap.) pa3aparKUTenu B BUAE 3aTOPMOMKEHHO-
CTH, Banoctu) [3]. O6a3aTenbHbIM YCI0BUEM ABASETCS yCTa-
HoBneHne BPaHC TonbKO MeaUUMHCKUM pabBOoTHUKOM, eCin
COCTOSIHWE OCTaeTCs HEOObACHUMbIM MOCE U3YHYEHUS aHaM-
He3a M MpoBefeHUs ocMoTpa maajeHua. Bnepsble 4YeTKo
oyepymnBaeTca Bo3pacT pebeHKa, nepeHeclwero EPaHC,—
1-1 rofl YKM3HU U BBOAUTCS HOBbIN KPUTEPUMA — UBMEHEHHbIN
YPOBEHb OTBETHOM peaKLMW (TpaKTyeTcsd Kak Heobbl4HOe
noBejeHWe B OTBET Ha O0OblYHble pa3apaxutenn B Buae
3aTOPMOXKEHHOCTU, BASIOCTH), KOTOPbIA MOXET ObITb Ba*KHbIM
KOMMOHEHTOM 3MU30AMYECKMX, HO CEPbE3HbIX CepAeYHbIX,
AbIXaTeNbHbIX, METaB0NNYECKUX NN HEBPOIOTMYECKMUX MPO-
6nem. B MexayHapoaHyto Knaccudukaumio 6onesHen 10-ro
nepecmotpa ICD-10-CM (ncnonbayetcsa B CLLUA) BBeaeH Koa
R68.13, KoTopbin NpuMeHsieTcs n K bBPaHC, n Kk OXC y mna-
[eHueB; B pyccKosasbliyHOM Bepcun MKB-10 gaHHbIn Kog
OTCYTCTBYET.

Knuuunyeckne pekomeHaaumn AAll cTpatuduumpyloT
rpynny HU3KOro puUCKa peanu3auumm HebnaronpusTHOro
nexoda mnageHues, nepeHeclumnx bPaHC, Kak cooTBeTcTBUE
cneaylowmnm nokasartensam [3]:

BO3pacT MnageHua 6onee 60 cyT;

rectayMoHHbIM BO3pacT > 32 Hed M MOCTKOHLEMNLMOHHbIN

BO3pacT > 45 Hep;

BrNepBble npousouwegliee cobbiTve (HET aHaMHe3sa

MOBTOPHbIX COObITUN);

Russian Pediatric Journal. 2020;1(3):5-10

i 2020:1(3):5-10

MCKMI NepuaTprUuecKuin XypHan.

Poccu



Review

0630p NuTepaTtypbl

He TpeboBanacb cepaeyvyHo-nerovyHas peaHmmaums (Kpu-
TepuUn AOns HeobXxoAUMMOCTM ornpegenser 06Yy4YeHHbIN
MeANLMHCKUIN PpabBOTHUK);

HET AaHHbIX OTArOWEHHOro aHamHe3a (OLEeHKM aHaMm-

He3a CobbITUS C aKLLEHTOM Ha COCTOSIHWE W MONOXEHUS

pebeHKa B MOMEHT COObITUS, CBA3b C KOPMJIEHUEM, CMO-

co6 KynvpoBaHus, OLIEHKY CBUAETENs; aHaMHe3a npepa-

LLIECTBYIOLLEro COCTOAHNS; aHaMHe3a XU3HU, CEMENHOro

1 coLManbHOro cTaTyca, ykadaHusa Ha BO3MOMXHOE HeCTo-

Koe obpalleHue ¢ pebeHKoM);

HET MaToNIOrMYecKUx AaHHbIX GU3MKanbHOro obcneao-

BaHMUS.

KnuHunyeckne pekomeHgauum AAll onpepensitoT cne-
NYIOWYI0 TaKTUKY MO OTHOLWIEHWIO K MaajgeHuam rpynnbl
HW3KOr0 PUCKa peannsauuu HebGnaronpuaTHOro Mcxopa:
Bpay-negunaTtp HabnogaeT mnageHua B TedeHne 1—4 4, npo-
BOAMT MYNbCOKCMMETPUIO, PELIAEeT BOMNPOC O Lenecoobpas-
HOCTM NpoBefeHns 12-KaHanbHOW 3NeKTpoKapaAnorpamMmmebl
M TecTa Ha Kokmouw [3]. MNpoBeaeHne MHbIX BMAOB nabopa-
TOPHO-WHCTPYMEHTaNbHOIr0 06CneAoBaHUs y AeTer rpynnbl
HU3KOro pUcKa peanu3auuuv He6NaronpUATHOro Ucxoaa He
pekomeHayeTcs. oavyepKMBaeTCs BaXKHOCTb MPOBEAEHUs
o6pa3oBaTefibHbIX MEPONPUATUI C poaUTENsMM, BKItOYa-
IOWUMKN nNpeaoctaBneHme 6asoson MHbopmaumm o BPaHC
M 0By4YeHWe NepBon MEeAMLIMHCKOM MOMOLMX NpU OCTaHOBKe
OblXaHUS U KpoBooGpalleHUs. TaKTUYecKne MeponpusaTUs
no OTHOLWIEHWIO K MNaAeHLUaM rpynnbl BbICOKOrO pUCKa pea-
nn3auuu HebnaronpusatTHoro ucxoga 6PaHC He onpeaeneHsbl
JNaHHbIMW KNMHUYECKUMW PEKOMEHAALMAMMU.

UTtanbsiHcKoe negnaTpuyeckoe obuwectso B 2017 r. ony-
6nMKoBaNo OGHOBNEHHble peKomMeHAalMu, MNOCBSLEHHble
OXC y MnageHueB, B KOTOPbIX NPeasIoKEHO OCTaBUTb Tep-
MWH «OXC» NO OTHOLLIEHMIO K MAaAeHLLaM rpynnbl BbICOKOro
pUCKa peanusauun HebnaronpuaTHOro ucxopa, a TEPMWH
«bPaHC» npMMeHaTb TONbKO B Cllydae HeTsenbix uauona-
TUYECKUX COOLITUM Yy MMaAeHLEeB rpynnbl HU3KOro pPUCKa
HebnaronpuMaTHOro ucxopa. PeKomeHaoBaHa rocnutanviaa-
unsa MnageHueB ¢ KiMHukon OXMC He meHee 4eM Ha 24 vy,
€ecnu MNPUCYTCTBYIOT creaylme daKTopbl (HECMOTPSA Ha
OTCYTCTBME WX HAy4YHOW JoKa3aTenbHon 6a3bl) [51]:

BO3pacT > 1 Mec;

B c/lyyae npex/eBpPeMeHHbIX PoJ0B — MOCTKOHLENLK-

OHHbIM BO3pacT (recTauMOHHbIM + XPOHOMOTMYECKUIA)

MeHee 43 Hep;

OTArOWEHHbIM CEMENHbIM aHaMHE3 Mo BHe3arnHoun cmep-

TH, B TOM 4yucne cnydyam CBCM;

HecTabuIbHOCTb COCTOSIHUS HA MOMEHT OCMOTpa Meau-

LIMHCKMUM pabOTHUKOM;

co6bITUE, HE CBA3AHHOE C KOPMNEHUEM;

cobbIThe, Npon3oLlellee BO CHE;

nosTopHble OXKC;

HEeobX0AMMOCTb B NPOBEAEHUN CEPAEYHO-IEFOYHON pea-

HUMaLNK;

HU3KWI YPOBEHb KOMMIAEHTHOCTU YIEHOB CEMbM (MpU-

BEPKEHHOCTb K TEpanuu).

Mpu rocnuTanusaunu pexKoMeHayeTcsa NnpoBOAUTb
KapamMopecnupaTtopHbIM MOHWUTOPUHI (B TOM 4YUCNE KOH-
TPONb NY/IbCOKCUMETPUN) KaK MUHUMYM B TedyeHue 24 u.
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HKU3HeyrpoKaemocTb COBbITUM HEe CTaBWUTCS MO4 COMHEHue
aKkcneptamu MTanbsaHCKOro neavaTpuyeckoro obliecTBa
B chnydaax Taxenbix OXC, KoTopble TPebyloT «Cepbe3HbIX
BMellaTeNnbCTB» U OCTaloTC HEOObACHEHHLIMW Mocne 3Ta-
noB poo6cnenoBaHusa. Kpome Toro, UTanbSHCKUE KIWHU-
YeCKMe peKoMeHaauuu npeanaraloT paccMaTpuBaTb BHe-
3amnHbl HEOXMOAHHbIM MOCTHaTaNbHbIM Konnanc (sudden
unexpected postnatal collapse, SUPC) kak Taxenoe OMC,
npoucxoasiiee B 1-t0 Hef KU3HMU.

besycnoBHO, BarkHa MO3MLMUSA POCCUMCKUX MNeanaTpoB
B BOMpocax CTpaTuPUKaLMM PUCKA N TAKTUHECKUX MEPOMpH-
ATUW B clyvyae BHE3anHoO MaHWGECTUPYIOLWEro COCTOSAHMUS,
COMpPOBOXAAOLWErocs KapanopecnupaTtopHbIMU HapyLlWeHK-
aMn. PaHee Oblna onybivMkoBaHa cO6CTBEHHas Mo3uuus
no gaHHoMmy Bonpocy [52], npegnaratollas B cnyyasx bPaHC
y MNaZeHLEB, OTBEYaAOLWMX KPUTEPUSIM HU3KOIO pUCKa pea-
NM3aumm He6NaronpuUsaTHOroO MCXofa, MCNoib30BaTb TEPMUH
«NCEBAOXKM3HEYrpoxatouee cobbiTue» U roCnUTanU3npPo-
BaTb MNaJEHLEB C NCEBAOXKMNIHEYTPOXKAOLWMMKU COBLITUSIMHU
no TUNY «CTalMoHapa 04HOro AHS» A1 NPOBEAEHNS MYNbCOK-
cumeTpun, cHatng SKI B 12 oTBeAEHUSAX C pacv4eToM KOppu-
rmpoBaHHoOro uHtepsana QT, O6LIEKIMHUYECKOrO aHannsa
KPOBM 1 MOYM.
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IXOCTPYKTYPHbIE U DYHKLIMOHAJIbHbIE
OCOOEHHOCTU OpPraHoB U CUCTEM Y iEeTEMH
C HU3KOU, OYE€Hb HU3KOU U IKCTpPEeMaJibHO
HU3KOU MacCOM Tena Npu poXXaeHuu
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ABTOp, OTBETCTBEHHbIN 32 NEPErnuncKy:

Xoakeswny [MonnHa EBreHbeBHa, acnupaHT Kadeapbl GaKynbTETCKON NneanaTpumn ¢ Kypcom AeTCKMX 6on1e3Hern neyebHoro dakynbreTta
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634050, TomcK, MoCcKOBCKuMI TpaKT, 4. 2, pkhodkevich@mail.ru, +7 (952) 883-36-68

AHHOTaLuA.

B nocneaHee pgecatnnetue Ha Tepputopun Poccurickon ®Peaepauun oTMeYaeTcs POCT BbIXKMBAEMOCTU [ETEN C HU3KOM,
04YeHb HU3KOM M IKCTPEMAsIbHO HU3KOM MacCoM Tesia npu POXKAEHUU, YTO ONPEAESIeHO B TOM YMC/Ie NepexooM Ha HOBbIE
KPpUTEepUM KMBOPOXIEHHOCTU. HeJoHOLWEeHHbIe 1eTH NoABEPraroTCs eMCTBUIO psiaa HEGNAaronpUsTHbIX paKTopoB, KOTOPbIE
OKa3blBaloT HEraTMBHOE BAUSIHWE Ha Pa3BUTHE OPraHoB M CUCTEM, 4YTO, B CBOIO 04epe/]b, MOXET MPUBOAUTL K BOBHMKHOBE-
HUIO OCTPbIX U XPOHUYECKMX 3a60/1eBaHUI B pa3/iniyHble BO3PaCTHbIE epuossbl. TaknuM 06pa3oM, HEOHATOJI0MM U neanuaTpbl
CTOJIKHY/INCb C HOBOW KOropTO# MasioBECHbIX AETEMN, KOTOPbIE MMEKT 0COBEHHOCTH PU3UHECKOrO M HEPBHO-MCUXMYECKOIO
pa3BUTUS, TSXKENIbIE MHBAMAN3NUPYIOLME 3a60/1eBaHNs, @ TaKKe 0COBEHHOCTH (YHKLIMOHUPOBAHUS BHYTDEHHUX OpraHoB
n cuctem. B cTatbe npeactaBieH 0630p AUTepaTypHbIX AaHHbIX OTHOCUTE/ILHO PE3Y/bTaTOB UCCAEA0BaHMI, OLleHUBAaBLLIMX
3XOCTPYKTYPHbIE U QYHKLIMOHAIbHbIE XapPaKTEPUCTUKN MOYEBbIAETNTENIbHOM, CEPAEYHO-COCYANCTON U HIOKPUHHON CUCTEM
B 3aBUCUMMOCTM OT Macchl TeJia Nnpu POXAEHUN U CPOKa rectalmm B pa3Hble BO3PaCTHbIE NMepuobl.

KnwueBble cn0Ba: He[JOHOLIEHHbIE AETU; O4EHb HU3Kas Macca Tena; aKCTPEMasibHO HU3Kas macca Tena; NpexaeBpemMeH-
Hble pofibl; GYHKLMOHANbHbIE 0COGEHHOCTU OPraHOB 1 CUCTEM

Ansa untupoBanus: Xoaxkesud IN.E., Kynukosa K.B., fopeB B.B., [leeB N.A. OXOCTPYKTypHblE N GYHKLIMOHAbHbIE OCOBEH-
HOCTU OpraHOB W CUCTEM Yy AE€TEN C HU3KOM, O4EHb HU3KOM M IKCTPEMANbHO HU3KOW MacCcon Tena npu poxKaeHuun (o63op

nutepaTtypsbl). PoceuiicKknin negmnatpmnyeckui xypHas. 2020; 1 (3): 11-17. doi: 10.15690/rpj.v1i3.2170

AKTYAJIbHOCTb NMPOBJIEMbI

BaKHOCTb aHTeHaTaNbHOro0 M pPaHHEro HeoHaTaabHOro
nepvoaoB TPYAHO NEPEOLLEHUTb, MPUTOM YTO Ha MOSHOLEH-
HOe pa3BuUTME U NpaBuibHOE PYHKUMOHWPOBAHWE OpraHoB
M CUCTEM B HaNBOMbLUEN CTENEHN OKa3blBAET BAUSHUE TeYe-
HUe BHYTpUYyTpPoOHOro nepmoaa [1]. HebnaronpusatHble dakK-
TOPbI, AENCTBYIOLLME HA HOBOPOXK/AEHHOMO B NEpUHaTaibHOM
nepvoae, MOryT Bbl3blBaTb CTPYKTYPHbIE U PYHKLMOHA/bHbIE
M3MEHEHUS B OpraHax M TKaHsX pa3BMBaloLWErocs OpraHmns-
Ma, KOoTopble B AajibHEMWEM B3auMOCBSi3aHbl C BbICOKMM
PUCKOM pa3BUTUS XPOHUYECKNX 3abonieBaHui [1].

Mo pgaHHbIM odULMaNbHOW CTaTUCTUKKM, B Poccuinckomn
denepaunn 3a60neBaeMOoCTb Cpean [eTen exXerogHo yse-
nnymBaetcs Ha 4—5%, nopsigka 60—-70% neten B Bo3pacTte
10 neT MMeKT XpoHnyeckne 3aboneBaHuna [2, 3]. B obwen
nonynsaumMmM Aeter oTMevaeTcss PoCT Yucna AeTen-uHBanu-
noB, npuyem 6onee 18% paHHOW rpynnbl NPUXOAMUTCS Ha
feTen paHHero BospacTa [2]. [aHHbi daKT B TOM 4ucne
CBSI3aH C U3MEHEHWEM KPUTEPUEB KUBOPOKAEHHOCTH (MPU-

Ka3 MwuH3apaBcoupa3BuTUa Poccun 27 aexkabpa 2011 .
N2 1687), 4TO Cnoco6CTBYET POCTY AO0AM AeTeN C O4YeHb
HU3Kon (OHMT) 1 3KcTpeManbHO HM3KOW Maccow Tena npu
poxaeHun (AHMT), KoTopble, B CBOIO O4Yepedb, ABAAOTCA
rpynnon pucka no pasBUTUIO MHBANUAWU3UPYIOLLMX COCTOS-
HUR. Okono 30-40% Bcex aeTen B Nepmnoae HOBOPOXKAEHHO-
CTW UMetoT NpobnemMbl CO 340POBbLEM, a Hanbosnblias 3abo-
NIeBaeMOoCTb OTMeYaeTcsi UMeHHOo B rpynne aeten ¢ OHMT
1 AHMT npu poxaeHun [2].

CornacHo gaHHbiM BO3 (2018), BO BCEM MUpe HELOHO-
WEeHHbIMW UK ManoBECHbIMU poxaaeTcsa oT 5 go 18% mna-
feHueB, B Poccuiickon degepauunn nokasatenu npexaes-
PEMEHHbIX POLOB COMOCTaBMMbI C MUPOBbLIMK [4, B]. Mpu
3TOM 6narofaps yCOBEPLEHCTBOBAHUIO MNepuHaTanbHOM
nomouwu B Poccun (Mporpamma pa3BuUTUS NepuHaTanbHbIX
LEeHTPoB OT 9 aeKkabpsa 2013 1.) U HOBENLWNM MEANLIMHCKUM
TEXHONIOTMAM OTMEYaEeTCH EXErofHbIM POCT BbIXXMBAEMOCTH
getent ¢ OHMT n SHMT npu poxaeruun [2]. M. Coggeshall
n Konneru (Child Mortality Collaborators, GBD, 2015) npea-
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CTaBASAOT JaHHbIE O TOM, YTO OC/IOKHEHMS, aCCOLMNPOBaH-
Hble C NPeXKAEBPEMEHHbIMM POAamu, B HacTosLee BpemMs —
OfiHa U3 OCHOBHbIX NMPUYMH AETCKOW CMEPTHOCTHU B BO3pacTe
0o 5 net Bo BceM Mupe, npu atom Ao 60% aeten, ymepLumx Ha
1-M roay ¥W3HHU, ABNFIOTCA HEAOHOLEHHbIMU [3].

BBunay 9TOro oueHKa COCTOSIHWA 3[40POBbS Y BbIXMB-
lWMX OeTen ¢ HM3Kon maccon Tena (HMT), OHMT n 3HMT
NPy POXKOEHUW CTAHOBUTCH Bce 6Osiee BaXXHOM 3adadven,
a HanpaB/IeHHOCTb COBPEMEHHOW HeoHaToNorM4yecKomn
NMOMOLLM JOMIKHA NepexoanTb OT YBENMYEHUS YMCNa BbIKU-
BAEMOCTM HE[OHOLWIEHHbIX AETe K YNyylWeHWo KayecTBa
MX YKW3HU. JIMWb CBOEBPEMEHHOE BbISIBNEHWE B PaHHEM
[EeTCKOM BO3pacTe AeTen rpynnbl pMcKa MO Pas3BUTUIO
OTAENbHbIX XPOHUYECKMX 3aboneBaHWin GyaeT cnoco6CTBO-
BaTb afeKBaTHOMY MNAHUMPOBaHUIO NPOPUIAKTUYECKMX
MEPONPUATUNA.

B aTom cBs3K 6bin npoBeaeH 0630p Hanbosiee COBpPEMEH-
HblX OTEYECTBEHHbIX U 3apyOGEHbIX UCCNe0BaHUM OTHOCH-
TenbHo 3abonesaemocTtu cpeaun aeten ¢ HMT, OHMT n SHMT
npv POXKAEHUK, NPEACTaBNEHHbIX B HOBOCTHbIX arperatopax
PubMed, Medscape.

OCO0GEeHHOCTU pa3BUTUSA AETel C Maccor Tena npu
poxaeHun meHee 2500 r

Macca Tena npu poxaeHnn meHee 2500 r U HEJOHOLLEH-
HOCTb SABNAIOTCA QaKTopaMu PUCKa pasBUTUA pas/iMYHOM
OCTPOM U XPOHUYECKOM MaToNOrMn B MOCTHaTalbHOM Mepwu-
Ofi€ M3HU. YKe C MOMEHTa POXKAEHUS OTMEeYaeTCs HeoaHO-
POAHOCTb AaHHbIX B OTHOLWIEHWW 3[0POBbS AETEW C Pa3HbIM
CPOKOM rectaumu M Maccomn Tena npu poxkaeHun [6]. Tak,
no AaHHbIM A. Salt n konner (2002), B paHHEM [ETCKOM
BO3pacTe y 8% OeTen ¢ Maccon Tena Npu poxaeHUM MeHee
1500 r oTMevanacb TsXKenasd comaTuyeckas naTosiorus,
y 11% HapylleHUs B COCTOSIHWM 340POBbs OblM CpedHEeEW
CTEMEHU TAKECTU, OTMEYEHO TaKIKE, YTO TAKECTb HaPYLLEHUM
oTpuLaTENbHO KOPPENUPYET C reCTaLMoHHbIM BO3pacTom [7].
CornacHo AaHHbIM, MOJYyYEHHbIM B pamMKax NpPoBEeAEeHHOro

P.E. Khodkevich?, K.V. Kulikova?l 2, V.V. Gorev3, L.A. Deevl

MHOIOLIEHTPOBOIr0 MPOCMEKTUBHOINO KOFOPTHOIO McChneo-
BaHUA HOBOpOXAeHHbIX (http://www.ssmu.ru/ru/nauka/
projekts/npkin/), BbIiBNE€HO, YTO Macca Tefna nNnpu poXKAeHUH
MeHee 1000 r 6bl1a accounnpoBaHa C YBEMYEHUEM BEPO-
ATHOCTU Hanun4ymsa 3 n 6onee 3aboneBaHU y OAHOI0 MAadeH-
LLla B HeoHaTanbHOM nepuoge [8].

Accounauma mexay npexaeBpeMeHHbIMW poaaMu, H13-
KM BECOM MPU POXKAEHWW C U3MEHEHUSMWU B COCTOSIHUM
340pOBbS AEeTEeN cuyuTaeTcs obuenpusHaHHon [1, 2, 8].
Pasnuuna B pasBUTUM MeXAy AOHOLWEHHbIMM W 1y6OKO
HE[JOHOWEHHbIMW AETbMW COXPAHAIOTCH Ha MNPOTAKEHUU
BCEN M3HU [9]. O4HAKO MexaHW3Mbl, KOTOpPble 0O6BSACHANN
Obl KOPPENSALMIO TIXKECTU CTPYKTYPHbIX M QYHKLUMOHANbHbIX
HapyLEeHW B opraHax co CTeNeHbo HEAOHOLEHHOCTU U Mac-
COM Tena npu POXKAEHUU, Ha CErOAHSLIHWA JeHb W3Yy4YeHbl
He B NofIHOM Mepe. TakxKe obCyKaaeTcs BONpPoC O BAUSHUM
YCKOPEHHOrO pOCTa M JOroHSALWMX NpMGaBOK B Macce Tena
Yy HEAOHOLLEHHbIX AETEN, XapaKTePHbIX B NepBble roabl K13-
HW, Ha nocnegytoulee pasBuUTHE U NpaBuUIbHOe GopMUPOBa-
HWe opraHoB u cuctem [9].

HeKoTopoe KONMYeCcTBO WCCNeaoBaHWM OEMOHCTPUPY-
€T, YTO HEe[OHOWEHHOCTb M Macca Tena Npu pPOoXAEHWUU
MeHee 2500 r B 3Ha4YUTENbHOM CTENeHW BAMSET Ha Aab-
Henwee pasBuUTME U GYHKLMOHWPOBAHME MpeXae BcCero
TaKMX CUCTEM, KaK Mo4YenosioBasi, cepaeyvHo-cocyaucras,
3HAOKPUHHAas, cucTeMa opraHoBs 4yBcTB [8, 10].

OCOGEHHOCTU pa3BUTUA MOYENoJIOBOM CHUCTEMbI
y AeTei ¢ Maccol Tena npum poxgeHun vieHee 2500 r

OnpeneneHve CKOpPOCTU Ky6o4yKoBoM GuabTpaLunm
(CK®) aBngeTtcs «3010TbIM CTaHAAPTOM» AMArHOCTUKM OCTPO-
r0 M XPOHWYECKOr0 MOYEYHOI0 MOBPEKAEHMS, T.K. OHa BbICTY-
naet rnaBHbIM MapamMeTpoM OLEHKM OYHKLMOHaNbHOro
COCTOSIHUSA noyeK [11, 12]. HekoTopble aBTOpbI OnpeaensoT
BO3MOXHYIO pPOfib CHWKeHnss CK® B KayecTBe MapKepa
He6naronpUATHOro MPOrHo3a TeYeHUs He TONbKO noyeu-
HOM MaToNIorMmn, HO U CEPAEYHO-COCYAUCTLIX 6onesHen [11].
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B pane uccnegoBaHuit onpegeneHo, 4to CKP nonoxutenbHo
KoppenupyeT ¢ Maccown Tena npu poxaexHunn [13, 14].

DyHKLUMOHaIbHbIe 0CO6EHHOCTH MOY€I0/I0BOH CUCTE-
Mbl, CBSI3aHHbIe ¢ He3penocCTbio y geTen ¢ OHMT n SHMT
npyu poxxaeHnm

B cneunanMamMpoBaHHOW NnuTepaType OnucaHa accouu-
aums npexaeBpPeEMEHHbIX poaoB ¢ geduumtoMm HedpoHoB
B pe3y/nbTaTe 3afepKW Pas3BUTUS MOYEK U C HaPYLIEHU-
eM ux OYHKUMK. HedbpoHoreHe3 B HOpme MpOoAoSIKaeTcs
[10 36-1 Heg 6epeMeHHOCTH, Npu aToM 6onee 60% HedpoHOB
obpasyeTcs B nocnegHeM tpumectpe [15]. CooTBETCTBEHHO,
Yy HEAOHOLLEHHbIX AETEN NOoYKa npogomxaetr dopmMmpoBaTh-
Cs NoA AENCTBMEM HebNaronpuATHbIX MOCTHaTalbHbIX dakK-
TOpPOB (rMMNOKCUA, runonepdysns, AencTBMe HePPOTOKCHUY-
HbIX JIEKApPCTBEHHbIX cpeacTts) [16]. B cBoem uccnegoBaHunu
M.M. Rodriguez n Konnerun (2004) ¢ nomMoLLbio KOMMbIOTEP-
HoM MopdomeTpun (computer-assisted morphometry) nayuu-
N1 rnomMepynoreHes noyek y 56 geten ¢ SHMT npu porkaeHum
B CpPaBHEHWM C Tpynnon MiafeHLEB, POXAEHHbIX B CPOK.
ABTOpbl BbIABMAW, 4TO GOPMUPOBAHUE [IOMEPYNSPHOrO
annapaTta Noyek 6blN0 3aMETHO CHUMKEHO Y HEAOHOLWEHHbIX
[eTeVt BHE 3aBMCUMMOCTM OT HanM4YMs MAKM OTCYTCTBUS Moyeu-
HOWM NaTON0rMK NO CPABHEHMIO C KOHTPOIbHOM rPpynMnon 1 3Ha-
YUTENbHO KOPPENnpoBaso ¢ rectalMOHHbIM BO3pacToM [16].
MMpu 3TOM aKTUBHbIN rNoMepynoreHes3 npekpatlancsa K 40-my
[IHIO }XM3HW BHE 3aBUCMMOCTU OT CPOKa rectauuu [16].

IA. A6aoynnuHa un coaBT. (2014) B cBoen paboTe npo-
BOOAMIN KOMMNEKCHOE Hedponornyeckoe obcnegoBaHne
46 peten ¢ OHMT mn 14 peten ¢ AHMT M BbISBUAK CHUXKEHME
CK® B 1-e cyT }XM3HM B 06eux rpynnax, npu 3Tom Ko 2-my
roay *u3Hu B rpynne aeten ¢ OHMT nokasatenn CK® coor-
BETCTBOBA/IM NPUHATbIM HOpMaM. A B rpynne geter ¢ QHMT
B BO3pacTe cTapllie 2 neT oTMeyvanacb runepdunstpaums,
KoTopasi, BeposTHee BCero, Hocuila KOMMEHCATOPHbIN
xapaktep [13]. CyuwiecTByeT NpeanonoxKeHue, YT0 UMEHHO
aeduumnT KonmyectBa HeDPOHOB NMPUBOAMT K YBENUYEHMIO
CK® ana o6ecneyeHuns BblaenutenbHon GyHKUMM noyek [10].
NHTepecHble pes3ynbTaTbl GblK MOAYYEHbl NPU UccneaoBa-
HMM CKD y monoabix ntoaen B 3aBUCMMOCTM OT Macchl Tena
npu poxaexHun. Hanpumep, B Huaepnangax B 2005 r. 6b110
o6cnenoBaHbl 422 19-1€THUX MOMOAbIX YenoBeEKa, POAMB-
LIMXCS HEOOHOLWEHHbIMKU (recTalMOoHHbIM BO3pacT MeHee
32 Hea) U He MMEBLUMX B aHaMHe3e MoYeyHOoM NaTosioruu.
YyeHbiMM 6blia BbIIBAiEHa MONOXUTENbHAA CBA3b MEXAY
Maccon Tena npu poxaeHunn n CK®P, obpatHasa oTpuLatenb-
Hast KOPPENSALMA MEXKAY BECOM MPU POXKAEHUMU U KOHLEHTPA-
LIMen KpeaTUHUHa CbIBOPOTKM KpoBHM [14].

9XOCTPYKTYpHbIE 0COGEHHOCTH MOYENOoJIOBOH CHUCTe-
Mbl, CBSi3aHHble C MOPQOSIOrM4eCKOH HEe3PE/0CTbIo
y aeteit ¢ OHMT u QHMT npum poxkgeHumn

Pag aBTopoB B cBOMX paboTax onpeaenvnm Koppensumo
Mexagy HMT npu poxXOeHun u pasmepamu noyek, 0CobeH-
HOCTSIMM WX 3XOCTPYKTYpbl. MpW ynbTpa3ByKOBOM Wccie-
nosaHuu (Y3WM) novek y geten ot 3 go 5 netr M.M. Ciccone
n Konnern (2016) o6HapyXMANU yMeHblUEHWEe MPOAOSbHbIX
anameTpoB obeunx noyek y aeter ¢ OHMT npu poxaeHuu
MO CPaBHEHWIO C FPYNMoOM KOHTPO/S, KOTOPYD COCTaBAsAM
300pOBble AOHOLWEHHbIe aeTn [17]. Mpn U3MepeHnn AnuHbI
M o6bemMa no4vyek no gaHHbiM Y3U y nuy 20 net, porKaeH-
HbIX Ha cpoke paHee 32-i Hepa rectaumn, M.G. Keizer-Veen
n Konnerun (2010) BbisBWAKM abCONOTHOE M OTHOCUTENbHOE
YMEHbLIEHNE [aHHbIX NMapaMeTpoB JIEBOM MOYKM MO CpaB-
HEeHWO ¢ rpynnoin KoHtponsa [18]. LA. A6aynnvHa u CoaBT.
(2016) npv KOMMIEKCHOM MccneaoBaHUM GYHKLMK MOYeEK
y rNy60KOo HEAOHOLWEHHbIX AeTen Ao 3-NeTHero Bo3pacTta (noa

HabnogeHnem Haxoaunucb 78 pgeten ¢ OHMT un 42 pebeH-
Ka ¢ SQHMT) onpeaenunu, 4To B CTPYKType Hedponorunye-
CKOW natonoruun npeobnagany MHPEKLUUN MOYEBOW CUCTEMbI
(y neten ¢ QHMT — B 38%, y getenn ¢ OHMT — B 14,1%)
U MeTabosinyeckmne TybynonHTEpPCTULMaNbHble HebponaTnn
(33,2 1 14% cooTBeTCTBEHHO) [19].

Taknum o6pas3om, B psae UccnenoBaHWM AoKa3aHo, 4To
YeM MeHblUEe CPOK rectaumm M Macca Tena Npu POXKAEHUH,
Tem 6onee BblparKeHbl MOPPOPYHKLMOHANbHbIE M3MEHe-
HUS B Moykax. OaHaKo MMmelolmecs AaHHble O JOSITOCPOY-
HbIX MOCNEACTBUAX MPEXAEBPEMEHHbIX POAOB A8 GYHKLMK
NnoYeK ManoyYnCeHHbl U HEOAHOPOAHbI.

OCO0GEeHHOCTU pa3BUTUA ISHAOKPUHHOW CUCTEMbI
y AeTei ¢ Maccou Tena npu poxaeHun meHee 2500 r

bonblwoe 3HavyeHWe Ana pa3BUTUS OPraHoB M TKaHEW
opraHuM3ma UMeIT TUPEOUHbIe TOPMOHbI. HapylueHus rop-
MOHa/IbHOro CcTaTyca WUTOBUAHOM Kenesbl y HEAOHOLWEHHbIX
[leTeln cBs3aHbl NpeXae BCEro Co CTPYKTYPHON HE3PENOCTbIO
3HAOKPUHHbIX XKeNes, T’MNOKCUYECKUM NOpParKEHNEM rMNodpu-
3a, HU3KMM 3anacom 1moaa u TMpeornobyinHa B CPpaBHEHUM
CO 3[10POBbIMW JOHOLIEHHBIMWU HOBOPOXAEHHbIMK [20].

DyHKUMOHaIbHbIe 0COGEHHOCTH LYMTOBHAHOM KeJe-
3bl, CBSiI3aHHble C MOP@O/IOrMYEeCKOH HE3PeNoCTbio
y aeteit ¢ OHMT u QHMT npum poxkKgeHumn

Mpy M3y4eHWM TUPEOMAHOro craTyca Yy HEeAOHOLWEHHbIX
HOBOPOXAEHHbIX Ha 2—3-M Mec *xn3Hu O0.B. Jlebeaesa (2015)
BbIiBWIa AOCTOBEPHOE MOBbILEHWE YPOBHS TUPEOTPOMHOIo
ropmoHa (TTT) y aeten ¢ AHMT B cpaBHEHUU C MPUHATHIMU
BO3pacTHbIMWM HOpPMamWu, B ToM uucie un y geten ¢ OHMT
n HMT npu poxaeHuun [21]. NMogo6Hble pe3dynbTaTbl N0 YpOB-
HiO TTT y HEAOHOLEHHbIX HOBOPOXAEHHbIX OblIM MONYYEHbI
A. Posod 1 konneramu (2017) [22]. OgHaKo eCTb AaHHble,
KOTOpble MOKa3blBatoT, YTO MPWU HaNWYUKU Y HEAOHOLEHHbIX
JeTel pecnuMpaTopHOro JAucTpecca CUHAPOMa HOBOPOXK-
nenHbix (POCH), cencuca n apyrux TsxKenblx 3aboneBaHum
B Nepvoae HOBOPOXAEHHOCTM OTMEYaEeTCs CHUMEHWE ypoB-
HA TTI B 1-# mMec Ku3HU [22]. B gpyrom mccnenoBaHum npu
PETPOCNEKTUBHOM M3Y4YEeHUU DYHKLIMM LMTOBUAHON XKenesbl
y 308 HeOoHOLWEHHbIX HOBOPOXKAEHHbIX B 2010 . He 6bin
0BGHapyKeHbl pa3nuyns Mmexay yposHeM TTI B 3aBUCUMOCTH
OT CPOKa rectauuu (Bce HeJOHOLWEHHbIe 6blM NOoAeNeHbl Ha
3 rpynnbl: 31-34-9 Hen rectaumn, 28—-30-9 Hea recrauumu,
23-27 Hep rectaumu) [23]. Mpu uccneaoBaHUM TUPEOUAHOMO
cTaTyca y HegoHouweHHbIx geten F.C. Kilchemmann n Konneru
(2018) TaKKe He BbIABUAN KOPPensaLun Mexay CPOKOM recta-
umn v ypoBHem TTT [24]. TaknMm 06pa3oM, OAHO3HAYHbIX AaH-
HbIX M0 YpoBHIO TTT y HEAOHOLEHHbIX HOBOPOXKAEHHbIX HET.

BonblIMHCTBO UccnefoBaTeNen NPULIAN K eAUHOMY MHe-
HUIO O CHUMXEHUU YPOBHSA FOPMOHOB LWMTOBWIHOM Kenesbl
B HeOoHaTa/lbHOM Mepuoje y HEeAOHOLWEHHbIX HOBOPOXAEH-
HbIX M OTMeYanu Koppensumio AaHHOro noKasaTtens co cpo-
KOM rectauuu 1 Maccow Tena npu poxaeHun [22, 23, 25].
Tak, Hanpumep, B.C. MapaxoBckasa 1 coaBT. (2017) B cBoO-
eM wuccnegoBaHMU rMNOOU3apHO-TUPEOUAHON CUCTEMbI
y 36 rny6oKO HeJOHOLIEHHbIX HOBOPOXKAEHHbIX AeTEN onpe-
AENUAN CHUXKEHWE YPOBHS TMPOKCUHA M TPUNOATUPOHUHA
MO CPaBHEHUIO C KOHTPOJIbHOM FPYNMNON KaK NpU POXKAEHUH,
TaK M B KOHLE paHHEro HeoHatasibHOro nepuvoga [26].

9XOCTPYKTYpHbIE 0COGEHHOCTH LWUTOBUAHOM XeJe3bl,
cBsi3aHHble ¢ MOP@OIOrMYeCKoli He3pesioCcTbio Y AeTeH
¢ OHMT u S3HMT npu poxxgeHuu

TakKe HeT eAMHOro MHEHMS O HanuMyuM accoumauuu
Mexay 06bEMOM U CTPYKTYPOM LWMTOBUAHOWM XKenesbl U Mac-
COW Tena npu poxaeHuu. B npoCneKTMBHOM UCCNeA0BaHUM
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(57 HepoHOWEHHbIX HOBOPOXAEHHbIX) S.S. Khan u konneru
(2018) BbIABMAK CYLIECTBEHHYID KOPPEnsauuto mMexay obb-
€MOM JaHHOoro opraHa (no peaynsratam Y3WM) n maccon Tena
npu POXAEHWM W FecTalMOHHbIM BO3pacToM. 3aMeyeHo,
4YTO pa3Mmepbl WHUTOBUAHON ene3bl OblI MeHbLUE Yy AeTEN,
nepeHeclumx 6aKTepuanbHbI CENCUC, B OTIMYME OT AeTew
6e3 cencuca B aHaMHese [27]. MNMpu atom S.M. Ng 1 Konneru
(2018) TakoM CBA3M B [JaHHOM KOropTe AETeN He BbIiBU-
nn [28]. CnepgoBatenbHO, HapylleHWe pa3BUTUS LMTOBUOHOM
»Kenesbl CBA3aHO He CTONbKO C HU3KMM BECOM MPWU poxae-
HWW, CKONIbKO C MOCTHaTaNbHbIMK haKTopaMu, AEVCTBYIOLLU-
MU Ha HEJOHOLIEHHbIX AETEN.

DyHKYNOHaNbHbIE N 3XOCTPYKTYPHble O0COGEHHOCTHU
Hagno4Ye4YHUKOB, CBsI3aHHble C MOPQO/IOrM4eCcKom He3pe-
noctoio y getei ¢ OHMT n SAHMT npu poxxaeHnun

TakKe HeOOHOLWEHHbIE HOBOPOX/AEHHbIE WMMET 0Co-
6GEHHOCTM PYHKLMOHUPOBAHWSA HAAMOYEYHWKOB, Hanpumep:
y MafleHLEB CO CPOKOM rectauun mMeHee 32 Heja oTMeYa-
€TCA CHUXKEHME YpOBHSA Mpoaykuumn KopTtuadona [29]. Mpu
KOMMIIEKCHOM M3y4YeHUU GYHKLMOHMPOBAHMS HaLMNOYEYHM-
KOB B KOropTe HEeAOHOLEHHbIX HOBOPOXKAEHHbIX M.W. TbIKOB
1 coaBT. (2011) onpeaensnu axorpaduyeckMe napameTpbl
(c nepnoanyHocTbio 1 pas B Hefento A0 AOCTUKEHNUS MIaAEeH-
LaMKn daKTnyeckoro Bospacta 1 Mec) U ypoBeHb KopTu3ona
B naa3me KpoBW (B 2 Hepd ¢daKTMYecKoro Bo3pacTa) cpeau
167 HOBOPOXKAEHHbIX (76 AOHOLWEHHbIX M 91 HEAOHOLLEHHbIN).
BbI10 BbISIBNEHO JOCTOBEPHOE CHUMKEHME YPOBHS KOPTU30Aa
B rpynne geTemn co CpOKoM rectaunn 25-32 Hea. TakKe B AaH-
HOM KOropTe HOBOPOX/AEHHbIX Yalle Habntoaannch HeveTkme
KOHTYpPbI }efe3bl, CrNaxeHHOCTb KOPTUKOMEAYNNSPHOW And-
depeHUMpPOBKM, HEOAHOPOAHOCTb CTPYKTYPbI NO AaHHbIM Y3U
[30]. CnegyeT OTMETWUTb, YTO CHUMKEHWE YPOBHS KOpTU30na
B KPOBW HEJOHOLLIEHHbIX AETEN CBA3bIBAOT B MEPBYIO 04epeb
CO CTPYKTYPHOW HE3PEeNocTbio OpraHa B pesynbraTte npexje-
BPEMEHHbIX POAOB, @ He ¢ 3a60/eBaHNAMM HeOHaTaNbHOIO
nepuoga Mau ¢ NaToforMyeckumMun Gaxktopamu, 4eNCTBYIOLWM-
MW Ha opraHunam pebeHKa nocne poxaeHus [30, 31].

DyHKYHNOHaNbHbIe 0CO6GEHHOCTHU MOJIOBOH CUCTEMbI,
cBsi3aHHble ¢ MOPOSIOrHYeCcKOH He3pPesloCTbio y AeTel
¢ OHMT n SQHMT npu poxxgeHum

[oBops O GYHKUMOHMPOBAHUU W Pa3BUTUM SHOOKPUH-
HOM CUCTEMbI Y HEJOHOLIEHHbIX HOBOPOXK/AEHHbIX, HENMb3S He
OTMETUTb 0OCOGEHHOCTH NOIOBOIO Pa3BUTUSA JaHHON KOropTbI
[leTeV KaK B HeOHaTanbHOM Nepuoae, Tak U B MOAPOCTKOBOM
Bo3pacTe. K coxaneHuto, aHHble 0 CTPYKTYPHbIX OCOBEHHO-
CTSIX MONOBbIX OPraHOB M UX GYHKLIMOHUPOBAHUM OYEHb CKYA-
Hbl U HEOAHO3HauHbI. TaK, YacTb MccaeaoBaTenen noayyYnIu
pes3ynbTaTbl O paHHEM MOSI0BOM Pa3BWUTUM HEOOHOLWEHHbIX
neten [32]. K. Wehkalampi n konnerun (2001) nayvyanu Bpems
HacTynneHus ny6epTaTHOro Neproaa No CKavky pocTay aeten
¢ OHMT npwu poxaeHWK ¢ NONMpPaBKOW Ha CKOPPUTMPOBAHHbIN
BO3PacT 1 ONpeAennIn HacTynaeHme nyéepTaTHoOro Bo3pacTa
Yy HEeAOoHOLLEHHbIX aeTen Ha 0,8 roga paHblle KOHTPOSbHOWM
rpynnbl [33]. B gpyrom vccnegoBaHuMM aBTOPbl YCTaHOBUAM
6onee nosgHee HacTyn/ieHWe MON0BOM 3PENioCTU UMEHHO
y AEBOYEK, AN Mabi4MKOB Pas3fMyui BbISBNEHO He OblNo
[34]. B 60nbluen cTeneHn HebnaronpusaTHble NepuHaTanbHble
GaKTopbl BAMAIOT Ha OBapuWalibHbiM pe3epB, T.K. 3aKknagka
BCEX OOLMTOB NMPOUCXOAUT BHYTPUYTPOBHO, B OT/IMYME OT MYXK-
CKMX NONOBbIX KNETOK. ApTbiMyK H.B. 1 coaBT. (2017) onpeae-
NS OBapualbHbIM Pe3epB Y HEJOHOLWEHHbIX 4eBOYEK Npu
poxaeHun n B nybeptatHoM nepuoge [35]. B uccnegosanune
Obln BKOYEHbl AaHHble 100 HeAOHOWEHHbIX U AOHOLWEH-
HbIX HOBOPOXAEHHbIX AeBoyeK M 200 aeBylleK B BO3pacTe
15-16 neT, poXKAEHHbIX B CPOK UKW NpexaeBpemeHHo [35].

Mo paHHbIM Y3U SMYHUKOB BbISIBIEH MEHbLUWMK CPeaHUM
06beM U OBGHapPYXKEHO MeHbllee KOMMYECTBO aHTpasbHbIX
GONNMKYNoB y AeBOYEK, POXKAEHHbIX HEAOHOWEHHbLIMK, KaK
B Nepuoj HOBOPOXKAEHHOCTH, Tak U B NOAPOCTKOBOM BO3pac-
Te [35]. TakKe B JaHHOW KoropTe AeTen oTMeYeH 6osiee HK3-
KW yPOBEHb KEHCKMX NONOBbLIX FOPMOHOB BHE 3aBUCUMOCTH
OT BO3pacTa No CpaBHEHUIO C rpynnon KoHTpons [35]. MoxKHO
NPEeANONOXMUTb, YTO MPEXAEBPEMEHHbIE POoAbl B 6GOnbluen
CTEMEHN accoLMmMpoBaHbl C HapyLLEHWEM MONOBOI0 Pa3BUTUS
y AEBOYEK, YEM Y ManbyMKOB, OHAKO JaHHbIM BONPOC Tpeby-
€T AeTaNbHOro U3y4eHus.

B uenom page nccnegoBaHuin onpeaeneHa cBa3b «4oro-
HAIOWEero pocTa» MaNioBECHbIX AEeTEN C PUCKOM pPa3BUTUSA
MeTab0/IM4eCKOro CUHAPOMa B MIaALWEM M CTaplIeM LKONb-
HOM Bo3pacte [36-39]. lpuyeM OTMEYEHO, 4YTO Takue
HapyweHWs, KaK WHCYTMHOPE3UCTEHTHOCTb, CK/IOHHOCTb
K BbICOKOMY CMCTO/IMY4ECKOMY apTepuanbHOMY AaBAEHMIO
(ALl), 60onee BbICOKMI MPOLEHT XMpa B OpraHn3me, Hapylue-
HWE TMMKEMUYECKOro npodunsa, onpeaensoTcs B Bo3pacte
25-28 net y vy ¢ OHMT n 3HMT npu poxaeHun [36].
Puck pasButMS MeTaboNIMYECKUX HapylEeHWUW CHUMKaeTcH
npu ecTecTBEHHOM BCKapmaunsaHuu [40].

OCco06eHHOCTH MHUHepaslbHOro o6mMeHa, CBSsi3aHHble
¢ mopgonorn4yeckor HespesiocTbio y aeteil ¢ OHMT
u SHMT npu poxxgeHum

Y HEeAOHOLWEHHbIX HOBOPOXKAEHHbIX OTMEYalTCS HapyLue-
HWS He TONIbKO B rOPMOHaNbHOM cTaTyce, HO U B MUHEpasb-
HOM o6mMeHe [41]. B nepByto ovyepedb 3TO CBSA3AHO C TeM,
YTO MOCTYM/JIEHME MWHEPANOB OT MaTepPW K MI0AYy OCyLLecT-
BNISIETCH NPEUMYLLECTBEHHO aKTMBHbLIM TPAHCMOPTOM Yepes
naaLeHTy NPoTUB rpagueHTa KOHLEHTPaL MK U HaKOMIEHNEM
MUKPO3/1IEMEHTOB B OpraHn3mMe nnaoga npevMylLecTBEHHO
B 3-mM TpumecTpe 6epemeHHocTn [41-43]. Mpu HacTynne-
HUW NpexAeBPEMEHHbIX POAOB Y HOBOPOXAEHHOro pebeHKa
M3Ha4vanbHO oTMevaeTcs AedULUT OCHOBHbBIX MMKPO3/JEMEH-
TOB: KanblUus, enesa, MarHus, ¢ochopa BBUAY HeAOCTa-
TOYHOrO MX BHYTPUYTPOOGHOro HakonneHus [41, 44]. B ganb-
HeWleM y HeJOHOLWEHHbIX AeTeln 0OTMeYaeTcs HegocTaTovyHoe
3HTEpPasibHOE NOCTYN/IEHNE MUHEPASbHbIX BELWECTB U HEeMNon-
HOLIEHHOE UX ycBoeHue [45]. Bce aTn dakTopbl BeayT K Hapy-
LIEHMIO B NEPBYIO o4epeab KanbLmeBo-pochopHOro obmeHa
B opraHuname pebeHKa, xapaKTepu3yloLemMycs TakMm COCTo-
SIHWEM, KaK OCTeOMNeHWUs HeAOHOLWEHHbIX. M3MeHeHMe ypoB-
HS Kanbums 1 docdopa KPoBK, B CBOIO oYepeab, MPUBOAUT
K KOMMEHCATOPHOMY MOBbIWEHWIO YPOBHS MapaTropMoHa,
TakMuMm 06pa3oM, OTMeYaeTcsl BTOPMYHbLIM rMnepnapaTtupe-
onanam [46]. JaHHOe COCTOSIHME TOJIbKO YXYALIAEeT TeYeHue
ocTeoneHnn. OTMeYeHa NONOXKUTENbHAsA KOPPENALMNS MEXK-
[y YPOBHEM MapaTropMOHa WU TAKECTblO MeTaboNMyYEeCKMX
HapyLWeHUA U PEHTTEHONOMMYECKUX U3MEHEHUI KOCTU BHE
3aBMCUMOCTM OT reCTalMOHHOIro CpoKa M Macchl Tena npu
poxaeHuu [47, 48].

Taknm 06pa3om, paHHWIM CPOK rectauum U HU3Kasa Mmacca
Tena npu PoXKAEHUN KOPPENMpPYIoT C M3HaYabHbIM AeduLm-
TOM MUWKPO31EMEHTOB B OpraHn3amMe pebGeHKa U aatoT Hava-
/10 NaTOreHEeTUYECKOM LLIeNoYKe, NPUBOASLLEN K HapyLIEHUIO
MUHEPanbHOro o6MeHa U roPMOHaNbHbIM UBMEHEHUAM.

Oco6GeHHOCTU pa3BUTUA CepAevHO-COCYAUCTOMN
CUCTEMbI Y ieTeli C Maccoi Tena Npu PoXKAEeHUU MeHee
2500r

OXOCTPYKTYpHblIe 0COGEHHOCTU CEepAEeYHOH MbILULbI,
cBsi3aHHble ¢ MOP@OSIOrHYeCKOH He3PesloCTbio y AeTel
¢ OHMT n SQHMT npu poxxgeHum

Mpn n3yvyeHnn MopdodyHKLMOHANbHBIX OCOBEHHOCTEN
cepaua y AeTew, POXKAEHHbIX paHblue CPOKa, psf aBTOPOB



OoTMeYatoT UBMeHEeHNe PYHKLMOHUPOBAHUS JaHHOro opraHa
npyv HOpMasnbHOW FreOMETPUMN U pasmepax cepaevyHon Mblll-
ubl. M.M. Ciccone un konnern (2016) npoaHanuMauvpoBanu
[JaHHble O CTPYKTYPHbIX OCOBEHHOCTSX CepAaevHO-CoCcyau-
CTOM CUCTEMbI Yy HedoHOolEeHHbIX aeten ¢ OHMT npu pox-
[eHnn B Bo3pacTe oT 3 A0 5 feT, Nosy4eHHble C NOMOLLbIO
axoKapaunorpadumn (3xoKl) v cpaBHUAM KX C pe3ynbTaTa-
MW aHaNorMyHbIX MCCneaoBaHWM B rpynne KoHtpons [17].
ABTOpbl BbISIBUAM YBEAMYEHUE AMACTONIMYECKOrO Oo6beMa
NEBOr0 JKefyAoyKa Npu COMOCTaBUMbIX pa3Mepax Apyrux
Kamep cepfua W MaructpanbHblXx cocyaoB. B uccnepgosa-
Hue R.R. Kowalski n konner (2016) 6b1M BKIOYEHBI NMLa
18-neTHero Bo3pacTta CO CPOKOM recrtauum MeHee 28 Hep
NPWU POXKAEHWM; NONYYEHbI CTaTUCTUHECKM JOCTOBEPHbIE AaH-
Hble O MEHbLUMX pa3Mepax MMEHHO IEBOro xenyaoyka [49].
HecmoTpsi Ha NPOTMBOPEYMBLIE CBEAEHUS O FTEOMETPUN Cep-
[AEYHOM MblLWLLbl, aBTOPbI MPULLAN K €AMHOMY BbIBOAY O Hapy-
LWWEHUN [MaCTOIMHECKOW W COXPaHHOCTU CUCTONIMYECKOM
QYHKUMM NEBOro enyaoyka [16, 49].

DyHKLMOHa/IbHbIE 0COGEHHOCTH CcepAeYHO-COCYAH-
CTOM cHUCTEeMbl, CBI3aHHble ¢ MOP@OSIOrM4ecKom Hespe-
soctbio y gerer ¢ OHMT n AHMT npu poxxaeHnu

B npocneKtMBHOM mccnegoBaHuun L. Schmitz n Konneru
(2004) npuuenbHO M3yyanu napameTpbl AUACTONMYECKOM
QYHKUMM cepaLa Y HEOHOLLEHHbIX AETEeN CO CPOKOM recta-
umn 26-33 Heg ¢ OHMT npu poXKAaeHWUM W cpaBHMBaNM
C [@aHHbIMW JOHOLWEHHbIX HOBOPOXKAEHHbIX B Te4EHNE 6 Mec
nocne poxaeHusa [50]. bblno ycTaHOBMAEHO, YTO AMACTONU-
yeckas GyHKUMSA cepala NocTeneHHO BOCCTaHaBAMBaETCS:
OTMeYeHa BbICOKasa A0NS HaMoJIHEHUSA Npeacepann K 2 Mec,
NMUKOBAs CKOPOCTb HaMOJHEHUS Npeacepanit Y HeAOHOLWEH-
HbIX AeTel AoCTUrana ypoBHS, XapaKTePHOro Ans AOHOLEH-
HbIX HOBOPOXAEHHbIX, K 3 Mec (aKTU4eCKOoro Bo3pacTa,
K 6 MeC XW3HWU yaBauBancs yaapHbin 06beM, NPOXOAsALLNM
yepes MuUTpanbHbiM KnanaH [50]. MNpuBeaeHHble pesynbra-
Tbl HABOAAT Ha BOMPOC OTHOCWUTENbHO MPUYUH M3MEHEHMSA
PYHKLUMOHUPOBaHUSA cepaeyHom Mbllwubl y ageter ¢ OHMT npu
OTCYTCTBUM IXOCTPYKTYPHbIX Pa3UYUiA.

OOHUM M3 3TUONOrMYECKUX GAKTOPOB HapYLEHUs dYHK-
LLMOHMPOBAHUS cepaLa MOXKET CNyKUTb 3afeprKKa cospe-
BaHWS NPOBOASILEN CUCTEMbI, @ UMEHHO «BeretaTMBHOIo
KOHTPONS» CepAeyHon AeaTeNlbHOCTU, O KOTOPOM CMOCOGHO
CBMETeNbCTBOBATb CHUXKEHME BapuabenbHOCTU ceppey-
HOro puTMa Yy HefoHoweHHbiX aeten [51, 52]. A. Kojima
n Konnern (2018) usyyanu cBs3b Mexay penonsipusaumen
MWOKapaa, a UMeHHO BapuabenbHOCTbO WHTepBana QT
no AaHHbIM anekTpoKapauorpadun (AKI), n rectaLuMoHHbIM
BOo3pacTtoM. B uccnegosaHue 6bim BKIOYEHbl 181 3a0p0-
Bbl JOHOLWEHHbLIN MageHel, U 28 aeTen Co CPOKOM recta-
uMn meHee 37 Hed. ABTopbl coobuatoT 06 oTpuLaTebHOM
KoppensauuMm Mexay OauTenbHocTbio MHTepBana QT B V1
M CPOKOM rectaumn B 1 Mec dpakTM4eCcKoro Bo3pacTta, 4To
MOXEeT CBMWAETENbCTBOBATb O HE3PENoCTU BeretatuBHOM
HEPBHOWM CUCTEMbI cepALa y HeOHOLWEHHbIX aeten [52].

OOHMM M3 OCHOBHbIX GaKTOPOB pUCKa pa3BUTUS cepaey-
HO-COCYAMCTbIX KaTacTpod ABNSETCA apTepuanbHas runepTeH-
31S; BbICOKMIM YPOBEHb PACMNpPOCTPaHEHHOCTU M YacToTa CMep-
TENbHbIX UCXOLOB OT OCNOKHEHWI AaHHOW NaTONOrMK roBOPST
0 Heo6Xx0AMMOCTU PaHHEro BbISIBAEHUS TPynn pUcKa, Npose-
feHusa npodunakTnyeckux meponpuatum [53]. MNogasnstouee
60MbWMHCTBO MccnegoBaTener CoobLWaloT O MOBbILWEHHbIX
uMbpax Kak CUCTONIMYECKOro, TaK M AMaCTONMYECKOro apTte-
puanbHoro gasnexus (A) y HeAOHOLIEHHbIX AeTeW BO B3pOC-
nom Bo3pacte [54, 55]. lprMyem MHOrne aBTOpbl OTMEYaloT
06paTHY0 KOppensumito MexXay Maccon Tena npu porKAeHWKU
n undbpamu AL [49, 56]. B WBeumn S. Johansson u Kon-

nern (2005) npoBenu KpynHoe nNonyasLUMOHHOE KOropTHoe
ncecneaoBaHue, BRIoUMBLLIee 329495 MyKUYMH B BO3pac-
Te 20 net. Bcio KoropTy noaenuanm Ha HECKOSIbKO rpynn:
pPOAMBLUMECSH AOHOLWIEHHbIMW, HEOOHOWEHHbIE CO CPOKOM
rectaumm 33—-36 Hefd, HEAOHOLLEHHbIE CO CPOKOM recTtaLuu
29-32 Hef, HE[JOHOLIEHHbIE CO CPOKOM rectauun 24—-28 Hef.
JINHEeNHO-perpeccmMoHHbIM aHanuM3 nokasan, YTo CUCToNnYe-
cKkoe A[l y B3pocChblx BO3pacTano C YMEHbLIEHWEM recTalu-
OHHOro CpoKa npu poxaeHun [56]. B apyrom uccnegoBaHum
R.H. Willemsen v Konnerun (2008) npoBoannun nuamepeHue A
y 479 peten co cpeaHuMm Bo3pactom (6,8 + 2,4 roga). ABTopbl
TaKxKe o6HapyXunn 6onee BbicoKoe ALl y HEOOHOLWEHHbIX
[eTe B CpaBHEHWW C TPYNnon [AOHOLIEHHbIX, OTMeYanochb
NOBbIWEHNE KaK CUCTONIMYECKOrO, TaK M AMACTOIMYECKOro
ALl [57]. NHTepecHO, 4TO rpyaHOe BCKapMMBaHWE CHUXKao
PUCK pa3BUTUS NoBbIWEeHHOro ALl B MOAPOCTKOBOM BO3pac-
Te [58]. Ho, HecMOTpsl Ha AOCTaTOYHOE KOJIMYECTBO AaHHbIX,
OoTparKalolWmx CBA3b MEwAy CPOKOM rectaumu U CKIOHHO-
CTblO K apTepuanbHON MMNePTEH3MM, HET OBLLEr0 MOHUMAHMKS,
B KAKOM BO3pacTe peannayeTcs 3TOT PUCK.

3AK/TIOMEHUE

HepoHouweHHble aetu, ocob6eHHo ¢ OHMT u SHMT npu
POXKAEHWM, BXOASAT B rPyNnnbl pUCKa No pa3BUTUIO SHAOKPUH-
HOWM naTtosnorun, 6one3Hen NoYekK, cepala, HapyleHun noso-
BOro passutua [15, 19, 28, 59].

B HacToslLEee BpeMS HET JaHHbIX O CTPYKTYPHbIX 0COBEHHO-
CTAX U GYHKLMOHaNbHOM pa3BWUTUM OPraHoB Y HEJOHOLIEHHbIX
[eTein B 3aBMCMMOCTM OT MaccChl Tena npu PoXKAEHWU U CpoKa
rectaumu, KOTopble MOXHO 6bl10 6bl UCMOAb30BaTh B Kaye-
CTBE MNPEeaMKTOpoB 3aboneBaHuin ans GOopMUpOoBaHKUS rpynn
nauMeHTOB, Hy}aatoLmxcs B 601ee 06LMPHOM NNIaHe AUCnaH-
cepHoro HabnoaeHus. TakKe HeJOHOLEHHbIe AeTU noaBepra-
I0TCS IENCTBUSM HEBNAronpUSATHbIX NepUHaTanbHbIX GaKTopoB
(rMnoKewsl, rMnepoKeuns, cencuc, rmnonepdysmns, TOKCUYECKoe
[IENCTBUE NIEKAPCTBEHHbIX BeELLeCTB), 4TO, 6E3YyCNOBHO, OKa-
3blBAET B/IMSHME HA OYHKLMOHMPOBAHWE OPraHOB M CUCTEM,
KOTOpble B AafbHENLEM MOTYT OKa3aTbCs peLlaloMMmn B pas-
BUTWUM 3aboneBaHui. Ho AaHHble 0 BAUSHWUMW OTAENbHbIX Nepu-
HaTaNbHbIX GaKTOPOB U WX COBOKYMHOCTU Ha KOHKPETHbIE
M3MEHEHMS! B COCTOSIHUM 3[40p0BbSi peGeHKa B 3aBMCHMOCTH
OT MaccCbl Tena Npu POXKAEHUWU, Ha pas3BUTUE TEX WK UHbIX
YHKUMOHaNbHbIX OTKNOHEHMI NPAKTUYECKU HE NPeacTaBeHbI
B OTEYECTBEHHOW NUTEpPATYPE, a AaHHble 3apy6eXKHbIX aBTOPOB
He B NOMIHON Mepe BO3MOXHO 3KCTPanoanpoBaTb Ha KOropTy
HeJoHOLLEHHbIX aeTer B Poccuiickon degepalumm B cuiy psaa
NPUYMH (SKOHOMMUYECKMX, COLManbHbIX 1 Ap.).
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AHHOTaUuus

0O6ocHoBaHue. LLlymoBoe 3arps3HeHne aBASIETCS HarPy3KOoH, OKa3biBaloLLel BpegHOe U pa3apakalollee JerCcTB1e Ha opra-
HM3M yesioBeKa. Hanbonee 4yBCTBUTE/bHbI K LLYMOBOM Harpy3Kke AeTu. B ¢BsS3u ¢ 3TMM 0COGEHHO Ba)HO KOHTPOJIMPOBAaTh
YPOBEHb LLYMOBOro 3arpsi3HeHMs1 B 061e06pa30BaTe/IbHbIX OPraHU3alLusX, rae OHM NPOBOAAT 60/blLLIOE KOMYECTBO Bpe-
meHnn. Lenb nccnegoBaHus — onpenentb 06bEKTUBHbBIE U CYyObEKTUBHbIE MOKa3aTesn LyMOBOIro 3arpsi3HeHms B 06Le-
06pa30BaTe/ibHbIX OpraHM3almsx Ha OCHOBE aHa/n3a faHHbIX, MOJYYEHHbIX MPU 3amMepax lyMa Ha TEPPUTOPMUSX LLIKO
ropoaa CapaHcKa v HEMNOCPEACTBEHHO B K/laccax, a Take B pe3y/ibTaTe 0rpoca yunuTenei aHHbiX 1Ko, MeTogbl. 3amepbi
LYMOBOW Harpy3ku npoBoamanck B 10 LWKoMax ¢ MOMOLYbIO aHamn3aTopa Wyma v Bubpaumnm «ACCUCTEHT», Klacc ToOYHoCTH 1.
N3mepeHns wyma Ha TeppHUTOPUSIX LLKO M B Kaaccax npoBOAMINCE B COOTBETCTBMM ¢ TpeboBaHuamu FOCT 23337-2014.
OueHKa pe3ynbTaToB NpOBOAMIaCh B COOTBETCTBMM C CaHUTapHbIMW HopMmamun 2.2.4/2.1.8.562-96 «llym Ha paboymx
MecTax, B NOMEeLLEHUSIX NJTbIX, 0OLLECTBEHHbIX 34aHNi U Ha TePPUTOPUU XKMII0M 3aCTPOKKu». Pe3yabTaTtsl. [10 pe3ynbtatam
3aMepoB LyMa Hanbosblume rnoKkasatesan umeeT wkona N2 2 (65,5 gbA Ha Tepputopumn, 51,2 abA B Knacce), pacronoKeH-
Hasl B LIEHTPE TPaHCMOPTHOM pa3Bsi3Kku. HaumeHblumne nokasatenm umeert wKoaa N2 35 (45,2 gbA Ha TeppUTOpPUU LLIKOJIbI,
37,7 AbA B Knacce), pacroioyeHHasi BHyTPU XUJI0ro KBapTasa Ha 60/1blLIOM PacCTOSIHUM OT J1aBHOIM0 NCTOYHMKA LyMa —
aBToTpaHcropTa (242-321 m). BaknoyeHune. Pe3yibTaTbl UCC/Ie0BaHUSI CBUAETEIbCTBYIOT, YTO MaKCHMMaJ lbHble OKa3aTte-
71 YPOBHS LLIyMa Ha TEPPUTOPHUSX LLIKOJT HE MPEBBLILLIAIOT NPEeAEsbHO A0MyCTUMMOro ypoBHs — 70 ABA. Bo Bcex nccienoBaHHbIX
LIKO/1aX MoKa3aTesiM COOTBETCTBYIOT HOPME (MaKCuMaslbHbIN YPOBEHb 3BYKa B y4€bHbIX KabnHeTax He npeBbillaeT 55 ABA).

KnioyeBble cioBa: LLyMOBOE 3arpa3HeHue, LyMoBas Harpy3Ka, 340P0Bbe LIKObHUKOB

Ansa yntnpoBaHus: bansikoa 0.11., YepHoBa H.H., Kutaesa J1.U., [pomoBa E.B., LUnpmaHKnHa M.B. AHan13 u rurneHmnye-
CKas OLIeHKa LWYMOBOWM Harpysku B 06leobpa3oBaTefibHblX opraHnsaumax ropoga CapaHcka. PoccuicKum negmaTpu4eckumn
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OBOCHOBAHUE

B coBpemMeHHOM MuWpe OopraHuM3m YenoBeKa noaBep-
K€H NOCTOSTHHOMY BO34eWCTBUIO LiyMa. BceMupHon opra-
HU3auuen 3apaBooxpaHeHns n O6beanHEHHbIM MCCneao-
BaTe/IbCKMM LIEHTPOM EBponencKkon Komuccum 6bina gaHa
KO/IMYeCTBEHHAs OLEHKa YTpayeHHbIM rogam 3[0pPOBOW
M3HKW B EBpone, KoTopas Npv CyMMWPOBAHWKN BCEX Hera-
TUBHbIX MOCNEACTBMIA BO3AEWCTBMA LlyMa COCTaBnseT
oT 1 no 1,6 MnH noTepsiHHbIX NeT [1].

OCHOBHbIMM WMCTOYHMKaMK LWyMa B ropogax SBMAAIOT-
CA aBTOMOOW/bHbIN, XeNe3HOAOPOXHbIM, aBUaLMOHHbIN
TPaAHCMNOPT, CTPOUTENLCTBO W MPOMbIWEHHbIE Npeanpu-
atna [2]. HecmoTpsa Ha To 4TO 3a nocnegHue aBa aecaTune-
TS WYM OT OAHOro aBTOMOGWMASA cHM3unca Ha 8-10 abA,
B LENOM WyM OT aBTOMOOGWIbHOIO TpaHCMopTa He YyMEeHb-
wuncs. MNpuarHom aBnsieTcs TeHAEHUMSA K YBENUYEHUIO YNC-
Nla aKcnayaTupyemMbix aBTomobunen [3].

Mpo6nema WyMOBOro BO3ENCTBUSA Ha YenoBeKa valle
BCEro paccmaTpMBaeTCs B acneKTe ero BANSHWUA Ha B3POC-
NbIX, HECMOTPSA Ha TO 4YTO ero HeraTMBHOMY BO3AENCTBUIO
NOABEPIKEHO M AETCKOE HaceneHue. JKonormyeckne dakx-

TOpPbl MOFYT OKa3blBaTb 60/bllOE BAUAHWE Ha pa3BuUTHE
M TeyeHne 3aboneBaHnit, 0CO6EHHO BEIMKO UX BO3AENCTBME
Ha TaK Ha3blBaemble ysi3BMMbl€ rpynmnbl, K KOTOPbIM OTHO-
caTca u aetu [4].

BHelwHs9 cpefa, B KOTOPOW MBET pebeHoK, onpeaenser
ero 370poBbe B LIE/IOM, @ TaKXe BAMSET Ha MCUXO3MOLMO-
HaNbHOE COCTOSIHME, YPOBEHb PUINYECKOro M MCUXMYECKOro
pa3BuTUS [5]. 3HaUUTENbHYIO YacTb BCErO BPEMEHU 6OAPCTBO-
BaHMS [ETU LIKOIbHOro BO3pacTa NpOBOAAT B CTeHax o6lLe-
o6pas3oBaTte/bHbIX OpraHn3auui. LLIKONbHbIM Wym aBaseTcs
onpegensitowmMm GaktopoM MNCUXOTMrMeHUYECKoW 06CTaHOB-
KM, KOTOPbIY 3a4acTylo, 0CO6EHHO Ha NepeMeHe, 3Ha4nTeNbHO
npeBbIWaeT JonycTuMble Nokasatenu [1]. Kak ceBmuaeTensCcTBy-
0T NOBCEAHEBHbIE HAGMIOAEHUS M cheuuabHble UcCneno-
BaHWA B 3TOM 06/1acTW, AaHHbI GaKTOpP CTAHOBMUTCS NPUYK-
HOW MOBbIWEHHOW OTB/IEKAEMOCTH, CHUMKEHUS KOHLEHTPaLIMK
BHUMaHUS, yBEIMYEHWUSI BEPOSTHOCTM MepeyToMieHus [6].
[nuTtenbHoe M MOCTOSIHHOE BO3[eNCTBME LWyMa MOBbIWAET
YPOBEHb HEPBO3HOCTH, arPeCCUBHOCTH, KOHPSIMKTHOCTH [B].

BcemupHas opraHvMsaums 3gpaBooxpaHeHuns onpeaensier
LUIYM KaK CTPECCOPHbIN GaKTop, NPOBOLIMPYOLWNIA GU3nyeckmne
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M MCUXONOTMYECKME HapyLeHWs, OJHOM M3 MaBHbIX «MHULLE-
Hel» KOTOPOro ABASIETCS opraH cnyxa. Hapsagy ¢ aTuMm ycTa-
HOBJ/IEHO HeraTMBHOE BO3AENCTBME HA HEPBHYI, UMMYHHYIO,
eNyAo4YHO-KULLIEYHYIO U CepAEYHO-COCYAUCTYHO CUCTEMDI [7].
Mpo6neme NoBbIWEHHOro TPAHCNOPTHOrO WyMa Ha Tep-
PUTOPUAX COBPEMEHHbIX FOPOAOB M obecrnedyeHus npodu-
NaKTUYECKOM cpeabl B AETCKMX 06pa30oBaTe/ibHbIX OpraH13a-
LMSIX MOCBSLLEH PAA UCCNEf0BaHWI OTEHECTBEHHbIX Y4EHbIX
[8-11]. Mo ux pe3ynbratam 6bi1 pa3paboTaH M anpobu-
poBaH MEeTOAMYECKMM MNOAXOA K TUIMEHUYECKOW OLIEHKe
ob6pas3oBaTeNibHOM Cpefbl B AETCKMX 06pa30BaTe/bHbIX opra-
HU3aLMSAX 415 0GbEKTUBHOIO onpeaeneHunst ypoBHS CaHUTap-
HO-3MMAemMuosiornyeckoro 6aarononydms U addeKTUBHOro
naaHMpoBaHMs NPOdUNaKTUYECKUX MeponpuaTum [12].

LENTb UCCNEQOBAHUA

Llenb gaHHOro nccnegoBaHus — onpeaennTb 06bEKTUB-
Hble U CYyObEKTUBHbIE MOKa3aTeNn LYyMOBOro 3arps3HeHus
B 06LLe06pa30BaTe/ibHbIX OpraHM3aLmsax Ha OCHOBE aHalu-
3a laHHbIX, NOYYEHHbIX MPKU 3amepax LWyma Ha TeppPUTopPUaX
WwKon ropoaa CapaHcKa M HenocpeacTBEHHO B Kiaccax,
a TaKxKe B pes3ynbTate onpoca yuutenen aaHHbIX LWKOS.

METObl

LLlymoBasi Harpy3ka 3amepsnach C UCNONb30BaHWEM aHa-
nu3artopa Wwyma 1 Bubpaunn «ACCUCTEHT», KNnacc TOYHOCTU 1,
M noptatmBHoro uudposoro npubopa CEM DT-805, knacc
ToyHocTM 1,5. lMonyyeHHble pe3ynbTaTbl CONOCTABAAINCH
C 3adUKCUpOBaHHbIMK YnpaBneHnem PocnoTpebHaa3opa
no Pecnybnvke MopaoBus nokas3aTeNnsiMu 3KBUMBANIEHTHbIX
YPOBHEM LyMa B pa3nyHbix Yactax r. CapaHcka. HekoTopble
pesynbTaTbl HACTOSWEro MUccaefoBaHUsa Gblan ony6aAnMKo-
BaHbl paHee M ocBelannM O6BHEKTUBHbIE U CYGBHEKTUBHbLIE
rnoKasaTesnu WymMoBOn Harpy3ku [13].

Aun3aiH uccnegoBaHus
[JaHHasa paboTa npeacTaBiaseT Co60M 3KOMornyeckoe
nccnegoBaHve WYMOBOW HarpyskuM Ha TEpPPUTOPMSX LUKON

r. CapaHcKka ¥ B Knaccax AaHHblXx o6pa3oBaTe/ibHbIX opra-
HU3aLNN.

YcnoBus npoBefeHUs UcciefoBaHUaA

3amMepbl WYyMOBOM Harpy3ku nposoaunuch B 10 06Leo6-
pa3oBaTeNibHbIX OpraHn3dauusx r. CapaHcKa, pacrnonoXKeHHbIX
B pa3HbIX ero 4actax: ueHtpanbHon (MOY Jinuen NONe 4,
43; MOY LKonbl NeN? 16, 18, 39; MOQOY [MmHasua N2 20),
toro-sanagHon (MOY LWkona N2 9), ceBepo-3anagHon (MOY
LLikona N2 35) n ceBepo-BocTo4Hom (MOY LLKkonbl N2N2 2, 17).
N3MepeHust Ha TEPPUTOPUSX LWKOA M B KAACCHbIX KOMHaTax
NpPOBOAMINCL B COOTBETCTBUK € TpeboBaHusamu MOCT 23337-
2014. Pe3ynbratbl OLEHMBaNUCb B COOTBETCTBMM C CaHU-
TapHbiMM Hopmamun 2.2.4/2.1.8.562-96 «lllym Ha pab6o-
YuUX MecCTaX, B NMOMELLEHUAX XKWAbIX, OBLECTBEHHbIX 34aHWUM
W Ha TEPPUTOPMUU KWIOW 3acTporKu». Bce 3amepbl Obiau
npoBefeHbl B fIeTHee BPEMS AN UCKIIIYEHUS BHYTPEHHEro
WymMa — «lWKOMIbHOrO», KOTOPbIA CO3JaloT camu yyalimecs.
OnpoLleHHbIe y4uTeNS OLEHMBANN YPOBEHb LyMa MO KpuTe-
puto «6naronpuUaTHO/HebnaronpuUsaTHO».

Mopg6op y4aCcTHUKOB B rpynnbl

Bce yuuTtens, BoBneYeHHble B UccneaoBaHue, paboTtatoT
B KOHKPETHbIX Kfaccax W LWKonax, Ha TEPPUTOPUSAX KOTOPbIX
OCYLLECTBASNNCE 3aMepbl YPOBHS WyMa.

LieneBble NnoKa3zarenu uccnegoBaHus

OCHOBHOJ NoKa3arte/lb UCCIe40BaHUA

OCHOBHbIMM UCTOYHMKAMM LIYMOBOIO 3arpsa3HeHus
B ropoze ABAseTcs TpaHCNopTHas MHGPaCTPyKTypa, a OCHOB-
Has YacTb MCCNedOBaHHbIX LWKO pacnonaraeTcs Ha paccTo-
aHMn 20-50 M OT aBTOMOOGWIIbHbLIX AOPOr Pa3HOro ypoBHS
WHTEHCUBHOCTU ABUMKEHMUS.

B cooTBeTcTBMM C  CaHUTaApHbIMM  HOPMaMMU
2.2.4/2.1.8.562-96 «lllym Ha paboyux mecTax, B nomelie-
HUAX KUNbIX, 0OWECTBEHHbIX 34aHWUI U Ha TEPPUTOPUMU XKUTON
3aCTPOMKMK» YPOBEHbD LyMa Ha TeppuTopumM 06pa3oBaTtesibHo-
ro yupexaeHus He aoxKeH npesbiwaTb 70 ABA, a B y4ebHbIX
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Analysis and hygienic evaluation of noise burden in public
education organizations in Saransk

Abstract.

Background. Noise pollution is a burden exerting a harmful and irritating effect on human health. Children are particularly sensitive to
noise burden. In this connection, it is especially important to control the noise pollution level in public education organizations where
children spend significant time. Objective. The study is aimed at determining objective and subjective parameters of noise pollution in
public education organizations based on the analysis of data obtained by measuring noise levels in school campuses in Saransk and
directly in classrooms, as well as by questioning the teachers of these schools. Methods. The measurement of noise burden was carried
out in 10 schools using the noise and vibration level meter “Assistant” with class | accuracy. Noise measurements in school campuses
and classrooms were performed in accordance with the GOST 23337-2014 requirements. Assessment of results was conducted in
accordance with sanitary standards 2.2.4/2.1.8.562-96 “Noise in the workplace, residential and public buildings and housing develop-
ments”. Results. Based on noise measurement results, the highest noise levels were found in school N? 2 (65.5 dBA on the campus,
51.2 dBA in the classroom) which is located in the center of a traffic interchange. The lowest noise parameters were found in school N?
35 (45.2 dBA on the campus, 37.7 dBA in the classroom) which is located in the residential quarter quite far away (242-321 m) from
the main source of noise, the motorway. Conclusion. Study results attest that maximum noise levels at school campuses do not exceed
the permissible exposure limit of 70 dBA. In all schools noise values conform to the noise standards (maximum sound pressure level in
classrooms did not exceed 55 dBA).

Keywords: noise pollution, noise burden, schoolchildren health
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Puc. 1. PaitoH MOY «CpepgHsis o6ueobpa3oBartenbHas wrona N2 2»
Fig. 1. District municipal educational institution (MEI) «Comprehensive Secondary School N2 2»
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Puc. 2. Pe3ynbrathl 3aMepoB YPOBHS Wyma Ha Tepputopun MOY «CpeaHsas obuieobpasoBaTtenbHas wrona N2 2»
Fig. 2. Results of noise level measurements at the campus of MEI «Comprehensive Secondary School N2 2»

KabuHetax — 55 aBA. OCHOBHbIMU UCTOYHWKAMM LIYMOBOIO
3arpsA3HeHnss B ropoge sBNSeTcs TpaHCnopTHas WMHopa-
CTPYKTypa, a 60/bllas YacTb MCCNEA0BAHHbIX LLKOJ pacrnona-
raetca Ha paccrtosHun 20-50 M OT aBTOMOOWIIbHbLIX AOPOr
pa3HOro ypoBHA MHTEHCUBHOCTM ABUXEHUS. TaK, wKona N2 2
pacnonaraeTcs B CEBEPO-BOCTOYHOM 4acCTW ropoga psiaoMm
C KpPYMHOM TPaHCNOPTHOM pa3BsA3Kon (puc. 1). Ha TeppuTo-
pUM JaHHOM WKOJbl 3aPUKCMPOBAH CaMblil BbICOKMIN MOKa-
3aTesb YPoBHSA wWyma — 65,5 abA (puc. 2).

LLlkona N2 9 pacnonaraerca B lOro-3anagHon 4acTu
r. CapaHcKa, Ha paccTosHun 12—-23 M oT 6anKanwnx aBTo-
MOGWbHbIX 4OPOT (p1C. 3), ypOBEHb WyMa Ha ee TEPPUTOPUM
65,1 abA.

LLikona N2 17 pacnonaraetca B KPynHOM MWKpopawn-
oHe «HO6unenHbIM» B CEBEPO-BOCTOYHOWM YacTuM ropoja.
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PacctosiHMe [0 KpynHoW aBTOMOOWIBHOM MarucrTpanu
cocTaBnsieT NpumMepHo 164 m (puc. 4).

JNnuen NeN2 4, 43, wkonbl N2N? 16, 39 pacnonoxeHbl
B LIEHTPa/IbHOM YacTu ropoja B HENOCPEACTBEHHON 6M30-
CTM OT aBTOMOGUIbHBIX JOpOr (puc. 5, 6).

LLkona N? 35, Haxoasuwasacs B ceBepo-3anagHon YacTu
r. CapaHcKa, MMeeT BHYTPMKBapTalbHOE pPacnofioXKeHue,
OKpYXeHa Mos0CoN 3e/eHblX HacaxaeHuw (puc. 7).

CornacHo pgaHHbIM YnpaBneHus PocnoTtpebHagsopa
no Pecnybnvke MoppaoBus, Ha TeppuTopuu r. CapaHcKa
B 2018 r. 6bUIO 3apPEerncTpMpoBaHO MPEBbLILEHNE 3KBMU-
Ba/IEHTHbIX YPOBHEN LWymMa B CeaylolmMX YacTax: ceBe-
po-3anagHon (Ha 2-9 abA), ueHTpanbHon (Ha 3-8 abBA),
ceBepo-BoCTO4YHOM (Ha 1-5 pgbA) u toro-sanagHon
(Ha 2—-3 obA) [14].

Puc. 3. PaitoH MOY «CpepgHsis o6eobpa3oBaTtenbHas wrkona N2 9»

Fig. 3. District MEI «Comprehensive Secondary School N2 9»
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Puc. 4. PaitoH MOY «LleHTp o6pa3oBaHus «TaBna» — cpeaHss obLie-
obpasoBatesibHas wKona N2 17»

Fig. 4. District MEI «Educational center «Tavla» — Comprehensive
Secondary School N¢ 17»
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CTaTUcTUYECKUE METOAbI

1N OLLEHKM 3aBUCUMMOCTM YPOBHS LyMa BHYTPM KNaccoB
1 Ha TEPPUTOPUM LLKOJIbI UCMONb30BANCH KOIDDULIMEHT KOP-
pensaumun MNnupcoHa, KOToPbIA NO3BOMA YCTAHOBUTb NPSAMYIO
BbICOKYIO CBSI3b MEX/Y 3TUMU ABNEHUAMMU.

PE3YJIbTATHI

OCHOBHbI€ pe3ynbTaTbl UCCNIE40BaHUS

o pe3ynbTaTam Onpoca y4nTenen uccneaoBaHHbIX WKO
HEraTMBHYIO CYGbEKTUBHYIO OLEHKY YPOBHS LiyMa MOAyYMu
wkKona N2 2 (ceBepo-3anagHas 4acTtb ropoga), wkona N2 9
(toro-3anagHasn), wkona N2 18 (ueHTpanbHas), rMMHa3us

Puc. 5. PaitioH MOY «Jluuen N2 4» u MOY «Jlnuen N2 43»

Fig. 5. District MEI «Lyceum N2 4» and MEI «Lyceum N2 43»
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N¢ 20 (ueHTpanbHas), WwkKona N2 16 (ueHTpanbHas) 1 WKona
N¢ 39 (ueHTpanbHas 4YacTb ropoga). MakcumanbHO peru-
CTPMPOBaHHbIE pe3y/bTaTbl 3aMePOB LWyMa U Cy6beKTUBHbIE
OLIEHKM yyuTenen npeacraBneHbl B TabauLe.

Kak cneayeT U3 NpMBeAEHHbIX B TabNuLLE AaHHbIX, Peru-
CTPUPYEMbIE YPOBHU LWIymMa Ha TeppuTopuu wKoabl N2 35
MMEIOT CaMble HU3KWE NoKa3aTenu cpean BCex uccinefoBaH-
HbIX WKoA. Mpu 3TOM, HECMOTPS Ha NPUMEPHO OAMHAKOBYIO
YAANEeHHOCTb OT AOPOrK, B 0TMYKMe oT WwKonbl N2 35, o6paso-
BaTefbHbIM LEHTp «TaBna» — wkKona N2 17 HaxoauTcs Ha 3-M
MecTe Mo YPOoBHIO WyMa. CamMble BbICOKME NMOKa3aTenu G6binu
3aperncTpupoBaHbl Ha TEPPUTOPUN LWKONbI N2 2.

YCTaHOBMIEHO, YTO YPOBEHb LLyMa BHYTPW KNaccoB Hamnps-
MYIO0 3aBMCUT OT YPOBHS LyMa Ha Tepputopuu wkon (r = 0,88;
p < 0,05) 1 UMeeT COOTBETCTBEHHYIO CYOBEKTUBHYIO OLIEHKY
yuutenen. UcknyveHnem aensetcs Wwkona N2 17, Kotopas
pacrnonoeHa B COBPEMEHHOM 3[aHUN C XOPOLWWUM YPOBHEM
3BYKOM30/UMK, YTO 06BSACHAET OTHOCUTENBbHO HU3KKI YypOo-
BEHb LUyMa BHYTPU KIaccoB W, COOTBETCTBEHHO, Gnaronpwm-
ATHYIO CYOBbEKTUBHYIO OLIEHKY Y4YUTENEN

OBCYXAEHUE

Pe3lome 0CHOBHOIo pe3ynbTaTta UcciejoBaHUs

Taknm 06pas3om, MaKcuMMasbHble MoKa3aTeNn YpPOBHS
lWyMa Ha TeppuTopusax o6cnedyeMblX LWKOA He NpPeBbIWatoT
npeaenbHoO gonyctumoro yposHa — 70 aBA. B nomelueHumsax
BCEX UCCIeJ0BaHHbIX LLKOM MOKa3aTeNM TaKXe COOTBETCTBYIOT
TMrMEHUYECKMM HOpMaTUBaM (MaKCMManbHbIM YPOBEHb 3BYKa
B y4eOHbIX KabuHeTax He npesbliwaeT 55 abA) 6narogaps
MCMONb30BaHMIO 3BYKOMIO0MIMPYIOLWMX OKOH, a TaKKe paLmo-
HanbHbIM apXUTEKTYPHO-MNAHUPOBOYHbLIM PELLEHMAM (Hanpu-
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Puc. 6. PaitoH MOY «CpeaHssi o6uieob6pasoBaTenbHas wkona N2 39» u MOY «CpegHsas obuweobpa3oBartenbHas

wkona N2 16»

Fig. 6. District MEI «Comprehensive Secondary School N2 39» and MEI «Comprehensive Secondary School N2 16»
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Puc. 7. PaitoH MOY «CpepgHsis obuieobpasoBatenbHas wrkona N2 35»

Fig. 7. District MEI «Comprehensive Secondary School N2 35»
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Ta6nuua. O6bEKTUBHbIE U CYGEKTUBHbIE NMOKA3aTENM WYMOBOW Harpy3Ku

Table. Objective and subjective parameters of noise burden

OG6beKTUBHbIE MOKa3aTev LWYMOBOW Harpy3Ku

Moy PaiioH ropoga YpoBeHb wyma
Ha TEpPPUTOPUSAX LIKO,
max, gbA
LLkona N 2 C-B 65,5
Likona N2 9 10-3 65.1
Lkona N2 17 C-B 63.4
Llkona N2 18 1l 61,5
MmMHasuna N2 20 L 61,2
Nnuen N 4 1l 61.1
Llkona N2 16 1l 583
Llikona N2 39 1l 581
Nunuen N2 43 1l 56,3
Llkona N2 35 c-3 452

Mep, B WKosie N2 17 BCce OKHa y4e6HbIX KNacCoB OTKPbIBAOTCSH
He B CTOPOHY aBTOMOOWIbHOW MarucTpanu). HecmoTps Ha To
4TO BO BCEX YacTsx ropoga 6bla0 3aperucTpupoBaHo NpeBbl-
LWEeHMe 3KBMBANIEHTHbIX YPOBHEW LyMa, NMoKasaTenn ypoBHS
WyMa B Kflaccax He NpeBblLlatoT HOPMabHbIX 3HAYEHUNM.

3AKNIOYEHUE

BONbWKHCTBO WKOJ, CYObEeKTMBHas OLEHKa KOTo-
pbiX Oblla HeraTMBHOW, pPacrofioXeHbl B LIEHTPasbHOM
yactu ropoga CapaHCKa, rae, no AaHHbIM YnpaBfeHUs
PocnoTtpe6bHagsopa no Pecnybnuke MopaoBus, perucrpu-
pyeTcs camoe 3HauuTeNbHOe MPEBbIWEHNE SKBUBANEHTHbIX
ypoOBHEW Wyma. HecMoTpsi Ha HeratuBHYKD CYOBLEKTUBHYIO
OLEHKY YUUTENEN HEKOTOPLIX LLIKOM, 06 bEKTUBHbIE MOKa3aTe-
/I OKa3anucb B npeaenax HopMbl. NpuH1Mas BO BHUMaHWe
NocneacTBUS BAUSHMS NOBbILWEHHbIX LWYMOBbIX HAarpy3oK Ha
OpraHn3m 4YenoBeKa, B OCOOGEHHOCTU AeTen U NOAPOCTKOB,
Heo6xoaMMOo pa3paboTaTb PAg AOMONHUTENBHbLIX MEPONPUS-
TUM MO aKyCTUYECKOMY 03[10POBJIEHUIO TEPPUTOPUIM FrOpoAa.

OCHOBHbIMW MEPONPUATUSAMU, HaNpPaBAEHHbIMU Ha CHU-
YKEHWE YPOBHS LWyMa, ABASOTCS:

1) cosaaHne HU3KOLWYMHbIX KOHCTPYKLMIM aBTOMOGKUNEN,
YKENe3HOA0POXKHOMo M aBMaTpaHcnopTa;

2) pa3paboTKa apXUTEKTYPHO-MNAHUPOBOYHbIX PELLEHWH,
BK/tOYalollasg B ceba BHeapeHue noa3eMHOM ypbaHUCTUKK
M CTPOUTENbCTBO 06bE3AHbIX AOPOr NS pPasrpy3Ku LEH-
TpanbHOM YacTu ropoaa;

YpoBeHb Wwyma Cy6beKTUBHas OLleHKa

B K/accax, yuutenen

max, abA
51,2 He6naronpuaTtHo
46,0 He6naronpuatHo
40,5 BnaronpusitHo
44,5 He6naronpuatHo
39,7 He6naronpuatHo
40,5 He6naronpuatHo
40,5 He6naronpuatHo
40,1 He6naronpuatHo
39,2 BnaronpusitHo
37,7 BnaronpusitHo

3) NOBCEMECTHOE MCMNOIb30BaHWE MNAaCTUKOBbIX OKOH
C BbICOKMM YPOBHEM 3BYKOM30NSALIMN B XWUJTbIX U OOLLECTBEH-
HbIX 31aHMAX;

4) ycTaHOBKa LWyMO3aLUTHbIX 3KPaHOB.
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banbikoBa O.[l. — cTatucTMyeckaa ob6paboTka, cbop
1 06paboTKa MaTepuanos
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pefaKTMpoBaHHMe.

Kutaesa J1.. — c60p n o6paboTka matepuana, noabop
NMTEpaTypHbIX UCTOYHWUKOB.

[pomoBa E.B. — KoHuUeNuus v AM3aviH UccneaoBaHus,
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Oco6eHHOCTU TeYyeHUs HedponaTum
B coyetaHuu ¢ CAKUT-cuHapomMmom
y AeTeh paHHero Bo3pacTra

ABTOp, OTBETCTBEHHbI! 3a NEPENuUCKy:

CapuHa EneHa BaneHTMHOBHa, acCUCTEHT Kadeapbl AETCKUX 6Gone3Hen nevebHoro darynsteta oY BO «YpanbCKui rocyaapcTBeHHbIN
MeaMLMHCKKUI YHUBepcuTeT MUHUCTEPCTBA 3apaBooxpaHeHns Poccuiickon depepaumm

620028, EkatepuHbypr, yn. Penuna, a. 3, evsafina84@mail.ru, +7 (343) 214-86-73

AHHOTaAUMA

O6ocHoBaHume. Y feteii ¢ CAKUT-cMHAPOMOM (BPOXKAEHHbBIMU MOPOKaMU MOYEBOro TpaKkTa) 6bICTPO GopMHpyeTcsl Bocna-
JINTE/IbHbIN MPOLIECC, KOTOPbLIVM B COBOKYMHOCTHU C AUCNNA3MEN U/ NN YPOAUMHAMNYECKUMU HapyLIEHNSIMU cO34a€eT BbICOKMI
PUCK pa3BuTHS paHHEN XPOHUYECKON MO4YeYHON HegocTaToyHocTu. Llenb nccnegoBaHmsa — Bble/ieHUME OCHOBHbIX QaKTo-
pPOB POPMUPOBaHUSI, OCOBEHHOCTEN KIIMHMYECKOIo TeYEHUST HepponaTu, MOPOOMETPUYECKUX NMOKa3aTesem u 0Co6eHHO-
CcTel opraHHOro KPOBOTOKa IOYeK y AeTer paHHero Bo3pacTta Ha ¢poHe CAKUT-cnHapoma. MeTtogbl. [u3aiiH nccieqoBaHus:
MpPOBEAEHO KOropTHOE MPOCMNEKTUBHOE Mccae[0BaHme. B ocHOBHYto rpynny Bowau 26 getein B Bo3pacte ot 0 go 36 mec
JKM3HKU ¢ nuenoHeppnTom Ha poHe CAKUT-cuHapoma, rpynny cpaBHEHUs] cocTaBuam 29 aeten Toro e Bo3pacta ¢ Heo6-
CTPYKTUBHbIM NMenoHeppUTOM. B paccmaTpuBaembiX rpynnax getei ¢ HegpoyposiorMyecKom natonormei nposeaeH cpas-
HUTE/IbHbIN aHa/nM3 aHTeHaTasbHOro U MOCTHaTa/lbHOro aHamMHe3a, KIMHUKO-1a60paTopHO-UHCTPYMEHTa IbHbIX AaHHbIX.
LonosHuTeNnbHO UccaeqoBaancb MOPPOMETPUYECKME MapaMeTpbl NOYEK M JONIePOMETPUYECKME MOKa3aTen MoYeyHbIX
cocyfoB. MiccnepoBaHme npoBoaniock B TedeHne 2016—-2018 rr. Pe3yabTaTtbl. Y jeTel C XPOHUYECKUM TEYEHUEM HEDPO-
natmi B covyetaHmn ¢ CAKUT-cMHAPOMOM BO3MOMHbLIMW MPEAUKTOPaMM paHHEro Havasaa 3abosieBaHus SBJSOTCS 3a60-
JNIeBaHUSI MaTepu: aHeMUS, MOParKeHNe OpraHoB MOYEBbLIAENTENILHOrO TPpaKTa C NMaTto0rM4eCcKNUM MOYEBbLIM CUHAPOMOM
B TeYyeHne 6epeMeHHOCTN U COYETaHNEM C MMOPOKaMM aHHON CUCTEMbI Y CaMOM EHLUMHbI, pa3BuTme getonnalyeHTapHo
HegocTaTtoyHocTH. B rpynne ¢ CAKUT-cUHAPOMOM CHUXEeHUE punbTpalunoHHoN QyHKLUMM novek (v 88,5% petei) n ctorkas
cnenoBasi npotenHypus (y 65,4% peter) pukeupyetcs yxxe K KoHUy 1-ro roga »ku3Hu. 1o agaHHbIM Y3UW B aTOV rpynne peru-
CTPUPYETCS YMEHbLLIEHMWE TONLMHbI TAaPEHXUMbI M HapYLUEHUE OpraHHON reMoAMHaMMUKM C MOBbILLIEHUEM UHAEKCa PE3UCTEHT-
HocTu cocyaoB. Takxe B Habawgaemon rpynne geter CAKUT-cuHapom B 100% cnydaeB coyeTaeTcsi ¢ CUHAPOMOM Ancrna-
31K COEIMHNTEIbHOM TKaHW. 3akm4eHne. Takum obpazom, CAKUT-cuHAPOM NpmnBOAUT K paHHeN peaansaLmnu HegponaTtui
Y A€TeN ¢ 6bICTPbIM CHUXKEHNEM PYHKLMM [TOYEK.

Knro4yeBbie cnoa: CAKUT-cuHapom, Hebponatuu, LeTM paHHero Bo3pacTa, yibTpa3ByKOBas AMarHOCTMKa noyek, gonne-
porpadus novyek

BnarogapHocTh. ABTOpbI CTaTbW BblparkaloT 61aro4apHOCTb 3a COAENCTBME B MCCNeaoBaHUKM rnaBHomy Bpady MAY Arb
N8 r. EkaTtepuHbypra MNpasgHuykoBy AmuTputo Onerosuyy, 3aMecTUTENIO MMaBHOMO Bpaya No MeanuMHCKoON paboTte XoabKo
OKcaHe KoHcTaHTUHOBHe; rnaBHomy Bpady 000 «[lepBas feTcKkas NONMKAMHUKa» . EkaTepuHbypra bospckomy Cepreto
HuKkonaeBwmyy, 3aMecTUTENIo MaBHOMo Bpaya No MeauLMHCKOM paboTe 3aknposon Jlioumn PudKatoBHe.

Ana untnpoBanus: CaduHa E.B., 3eneHuoa B.J1., MbiwumHcKasa O.U., Munopagosa H0.B. Oco6eHHOCTN TeyeHusa Hedpo-
natum B covyetaHunmn ¢ CAKUT-cuHApOMOM y AeTen paHHero Bo3pacTa. Poccuickui neguatpmndeckuii xypHaa. 2020; 1 (3):
24-32. doi: 10.15690/rpj.v1i3.2175

OBOCHOBAHUE

Mpo6nema 3aboneBaHU NoYeK y AeTen, B TOM YuUce
M MUKPOOGHO-BOCNANUTENBHON MPUPOAbI, COXpaHAeT CBO
aKTyallbHOCTb, OCOBGEHHO MpPU PaACCMOTPEHUU C MO3ULMUMK
3BOJIIOLMM NATONOMMYECKOro npouecca M GOpMMUPOBaHUS
TSXKENbIX OCNOXHEHUI B MocneaylolMe Bo3pacTHbie nepu-
oAbl geTcTBa M Yy B3POCAbIX MauMeHToB. M3BECTHO, 4To
OCHOBHasi A0N1A yKa3aHHOW MaTofiorMu accouumpoBaHa
C aHOManusaMM pa3BuUTUS. BpoxKaEeHHbIE MOPOKKU Pa3BUTUS
(BMP) moueBblgenutenbHon cuctembl (MBC) cocTtaBnsitioT
B cpeaHeM 25-50% oT obliero 4y1Mcna Bcex NOPoOKoB pas-
Butna [1, 2, 3]. Kak BapuaHT nopokoB opraHos MBC
paccmatpuatoT CAKUT-cMHAPOM, KOTOPbIM, MO AaHHbIM

CTaTUCTUKK, pernctpupyetcsa ¢ Yyactoton 1 Ha 500 HoBo-
pOXAEHHbIX [4].

TpaanumoHHo TepMuH «CAKUT-cMHAPOM» (B @HITIMMCKOM
BapuaHTe — congenital anomalies kidney and urinary tract)
00603Ha4yaeT BPOXKAEHHbIE aHOMaNMKU MOYEK U MOYEBOro
TpaKkta. B pycckom nepeBoae ans ob6o3HavyeHuns CAKUT-
CUHApPOMa ucnonb3yeTtcs abbpeBuatypa BAIMNMI (BporkaeH-
Hble aHOManuu NoYeK U MoYveBbIx NyTewn) [5, 6].

My3bIpHO-MOYETOYHMKOBbLIN PePIOKC ABNSETCS OAHUM
M3 YacTbiX WM TKenblx nposneHun CAKUT-cuHapoma,
KOTOPbIM HepeLKo OKa3blBaeTCs OCHOBHbLIM MOKa3aTesnem
BPOXAEHHON aHOManuMu MOYEK U MOYEBLIBOAALLMX MyTEN
[5, 7, 8, 9]. Mo gaHHbIM nccnenosaHua C. Stolletal., B 34%
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cnyy4aeB 3TOT CMHAPOM BCTpe4YaeTcs B COYETaHMM C MOpo-
KaMu Apyrux OpraHoB M CUCTEM (HEPBHOW, MULLEBaAPUTENb-
HOW, cepaeyHo-cocyamcTon n ap.) [10]. Pesynbratbl Apyrux
ncenegoBaHui nokasbiBatoT, 4To CAKUT-cHApoM sBnseTcs
BeAyLLEN MPUYMHON Pa3BUTUS XPOHMYECKON BONME3HN MOYEK
(XBIM) y neten B 42,5% cnyyaes [11, 12].

M3BECTHO, YTO TEYEHME MOPOKOB pa3BUTUSA Novek n MBC
4acTo OC/OXKHSAETCS MWKPOGHO-BOCNANUTENbHLIM NpoLec-
com [7, 13, 14], 4yTo, B CBOIO 04epeab, YTsaxKenset 3abonesa-
HWE W MPUBOAUT K CHUKEHUIO PYHKLMI NOYEK C pa3BUTUEM
XbM [2, 15].

YacTtoTa nuenoHedbputa cpean aeten ¢ Hedpoyponoru-
yeckon natonoruen coctasnsgetr 70-80%. lMpun 3TomM BO3-
pacT pebeHKa onpeaenseT nonoBble pasnmMyinsa B 3aboneBa-
eMOoCTV nuenoHedpuToM: ecnn B 1-M MOAyroagun pasnuyms
nokasaTesien No reHAepHoOMY NPU3HaKy OTCYTCTBYIOT, TO yXKe
K rofly 4actoTa 3aboneBaHni cpean AEBOYEK perncTpupyer-
cq Bblwe B 4 pa3a, ak 3rogam — B 10 pas3 [16, 17, 18, 19].

LLE/Tb UICCNEAOBAHUA

Llenb nccnenoBaHus — BbIIBUTb OCHOBHbIE daKTopbl Gop-
MWPOBaHMS 1 0COBEHHOCTH TeYeHns HedponaTui y AeTen paH-
Hero Bo3pacTa Ha poHe CAKUT-cnHapoMa ¢ yToYHEHUEM DYHK-
LIMOHANbHbIX XapaKTEPUCTMK, a TaKXe MOPhOMETPUYECKMX
napamMeTpoB ¥ NoKasaTenen opraHHon reMoaAMHaMUKK MOYeK.

Aun3aiH uccnegoBaHus
MpoBeaeHo KOropTHOE KOHTPOIMPYEMOE NMPOCMEKTUBHOE
nccnepgoBaHue. dopmupoBaHue obeunx rpynn nNpoBOAMIOCH

napanfienbHO Ha OCHOBaHWWM pe3ynbTaToB 06CneAoBaHMA
(HanM4yne/OTCYTCTBME BPOXKAEHHbLIX MOPOKOB pPa3BUTUS
OpraHoOB MOYEBOM CUCTEMbI Y pebeHKa C YCTaHOBJIEHHbLIM
ANarHo30M «nUenoHePpuT).

Kputepuu cooTBeTcTBUSA

KpuTepuun BKIOYEHUS B OCHOBHYIO rpynny: AETU C NUeNo-
HedpuTOoM B Bo3pacTe oT O 4o 36 Mec, UMetoLLLMe NOATBEPK-
[eHHble nopoku passutna MBC. Kputepuu BKIOYEHUS
B rpynny CpaBHEHUS: AETU C NMUeNoHeppUTOM B BO3pacTe
oT O go 36 mec 6e3 NOPOKOB Pa3BUTUA U YPOANHAMUYECKMX
HapyLweHUn.

KpuTepusiMK UCKAOYEHUS ABASIUCL HEAOHOLEHHOCTD,
BHYTPUYTPOOGHbIE UHeKUMHK (BYWN), Tarkenaa nepuHaTanbHas
TMNOKCKA, OTKa3 poAuTeNnen OT y4yacTus B WMCCNefoBaHUK
Ha N1lo6OM U3 ero 3Tanos.

YcnoBusi npoBegeHus

MccnenosaHre BbiNonHANOCE Ha 6a3e MAYAIB N2 8
(aHeBHOM cTtaumoHap N2 1) n 000 «[lepBas geTckas Nonau-
KNWHWKa» . EKaTepuHbBypra. AHaMHeCTUYeCKMe AaHHble
nauueHToB OLEHMBaNW MO NEPBUYHON MEAMLMHCKON AOKY-
MeHTaumn ($.112/y, 003/y), a TaK¥Ke Npu nNpoBeaeHUn
[OMNONHUTENbHOIO onpoca. KnuHuyeckoe u nabopaTopHO-
WMHCTPYMEHTanbHoe o6cnefoBaHWe MalMeHTOB MPOBOAWM
no 06LENPUHATLIM METOAMKaM.

MpogonxnuTenbHOCTb MCCIE40BaHUS

UccnenoBaHme npoBoaunoch B TedeHne 2016-2018 rr.
B nepBble 2 roga ocywecTBnsIncb c6op MHbopmaLmMm no nep-
BUYHOWM AOKYMEHTaLMW U 06CcnefoBaHMe NaLUeHToB C UCMOoSb-
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Features of the course of nephropathies in combination
with CAKUT-syndrome in young children

Abstract.

Background. Children with CAKUT-syndrome (congenital malformations of the urinary tract) quickly develop an inflammatory process,
which, in combination with dysplasia and/or urodynamic disorders, creates a high risk of developing early chronic renal failure. Purpose
of the study: to identify the main factors of the formation, features of the clinical course of nephropathies, morphometric parameters
and features of the organ blood flow of the kidneys in young children against the background of CAKUT syndrome. Methods. Study
design: It carried out a cohort prospective study. The main group included 26 children with pyelonephritis against the background of
CAKUT syndrome at the age from zero to 36 months of life, the comparison group consisted of 29 children with non-obstructive pyelone-
phritis of the same age. It carried out a comparative analysis of antenatal and postnatal anamnesis, clinical, laboratory and instrumental
data in the considered groups of children with nephro-urological pathology. Additionally, it researches the morphometric parameters
of the kidneys and the Doppler indices of the renal vessels. The research conducted during 2016-2018. Results. In children with a
chronic course of nephropathy in combination with CAKUT-syndrome, possible predictors of an early onset of the disease are: anemia,
damage to the urinary tract with pathological urinary syndrome during pregnancy and a combination with defects of this system in the
woman herself, and the development of placental insufficiency. In the group with CAKUT syndrome, a decrease in renal filtration function
(in 88.5% of children) and persistent trace proteinuria (in 65.4% of children) are recorded by the end of the first year of life. According to
ultrasound, in addition to signs of obstructive nephropathy, it recorded decreases in the thickness of the parenchyma and a violation of
organ hemodynamics with an increase in the resistance index. In the observed group of children, CAKUT syndrome combined in 100%
of cases with connective tissue dysplasia syndrome also. Conclusion. Thus, CAKUT syndrome leads to early realization of nephropathies
in children with a rapid decline in renal function.

Keywords: CAKUT-syndrome, nephropathies, children, ultrasound diagnostics of the kidneys, kidney dopplerography
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OpuUruHanbHble CTaTby

30BaHWEM CTauMOHap3aMeLLaloWMX TEXHONOMMIA B YCIOBUAX
OHEeBHOro crauuoHapa. B TeyeHne 2019 . BbiNoAHANACh
cTaTUCcTMyecKas 06paboTKa NoNy4YeHHbIX MaTepmnanos.

METObI

MauneHTbl OCHOBHOWM rpynnbl U FPYNMbl CPaBHEHUS MPO-
XOAWAM o6cneaoBaHMe B COOTBETCTBMU C OBLLENPUHATLIMU
anroputMamMun B cepTUOULMPOBAHHBIX Ta6OPaTOPUAX MyHU-
umnanbHbIX JIMY. Mony4yeHne 6MoNoOrnyeckoro Matepmana ans
o6cnenoBaHus NpoBoAMNOCh paboTHMKaMu JIMY 1 BbINOAHSA-
J10Cb MO 06LIENPUHATLIM MeToANKaM. CKOPOCTb KIy604KOBOWM
dunbrpauun (CKD) ans oLeHKM GyHKLMOHANBHOIO COCTOAHMSA
no4yek paccumtbiBanu no dopmyne Lsapua (Schwartz) [20].

MopdomeTpuyeckne mccnegoBaHusa NoYeK M Aonnepo-
rpaduyeckme uccnefoBaHUs COCYAOB MOYEK BbIMOMHEHbI
Ha annapate akcnepTHoro Knacca SIEMENS ACUSON X300
PremiumEdition no ctaHaapTHOMY NPOTOKONY UCCNEA0BaHNUSA
C MPUMEHEHNEM MUKPOCEKTOPHOrO (P9—4), MUKPOKOHBEKC-
Horo (C8-5) 1 KoHBeKcHoro (P2-5) aatynKos.

Peructpayuns pe3yibTaTtoB

[narHo3 OCHOBHOMO M COMyTCTBYWOLWMUX 3abosieBaHWN
dopmynnpoBanu B COOTBETCTBUU ¢ aencTeytowen MKB-10.

JTHyecKan aKcnepTusa

BKknioyeHne naumeHTa B WUccnenoBaHWe MPOBOAMIOCH
nocne nosiy4eHmus MHGOPMMUPOBAHHOIO COrnacusa Ha ucchne-
[OBaHWe OT 3aKOHHbIX NpeacTaBuUTeNnen pebeHka.

CTaTucTUYEeCKU aHaNus

lMpuHUKNbI pacyeTa pa3aMmepa BbIGOPKH

Paamep BbIGOPKM NpeaBapuUTENibHO HE pacCYUTbIBaCS.

MeToabl cTaTUCTUYECKOIro aHan3a aHHbIX

MonyyeHHble peaynbTaTbl aHaNM3UPOBaNUCh C MCNOSb-
30BaHMEM MaKeTa MporpaMMm MpUKNagHOM CTaTUCTUKK
MicrosoftExcel 2010, Statistica IBM SPSS22 (SPSS: An IBM
Company, CLLUA). OnucaHMe KONWYECTBEHHbIX MPU3HAKOB
BbINO/IHEHO C MOMOLLbIO OLIEHKM MeanaHbl (Me), 3HayeHumn
MEXKKBaPTUIbHOrO Anana3oHa mexay 25 u 75 nepueHTu-
nem (P25; P75). CpaBHUTENbHbIN aHaNIN3 KOMMYECTBEHHbIX
[JaHHbIX OCYLEeCTBAANCS C Wcnonb3oBaHueM U-kputepus
MaHHa — YuTHWU. KayecTBeHHble NoKasaTenun npeacraBieHbl
B Buae abCoNOTHbIX Yncen u gonu (%) ot obuiero yucna; ang
CpPaBHEHWUS KaYyeCTBEHHbIX NMepPeMEHHbIX MCNOIb30BaH Kpu-
Tepuin X2 MUpcoHa M ABYCTOPOHHUI Kputepuin duwwepa (F)
B Manblx rpynnax. Mpu npoBepKe HyneBOM pasnuyus cyuta-
NI CTaTUCTUYECKM 3HaYUMbIMKM Mpn p < 0,05.

PE3YJIbTATbI

Y4yacTHUKHU uccnepoBaHua

B 1-to rpynny (OCHOBHYI) BOWAKW aetun (n = 26) ¢ nue-
noHedputom B codetaHnn ¢ CAKUT-cuHapomom. CTpyKTypa

Ta6nuua 1. Ctpyktypa CAKUT-crHApPOMa OCHOBHOWM rpynnbl (n = 26)
Table 1. CAKUT structural range in the main patient group (n = 26)
MopoKu cTpoeHna noyeK
MNoakoBoo6pa3Has noyka — 2 (7,7%)
Mnonnasuna — 3 (11,5%)
Ouctonusa ogHocTtopoHHAs — 3 (11,5%)
MynbTUKMCTO3 OAHOCTOPOHHUN — 2 (7,7%)
Monukuctos — 2 (7,7%)

YoBoeHue noyek — 2 (7,7%)

CAKUT-cuHapoma npeactaBfieHa B Tabn. 1. MegnaHa BO3-
pacTta MauMeHTOB Ha MOMEHT o6cnefoBaHUs cocTaBuna
11,6 mec (Pys = 6,4; P;5 = 15), U3 HUX Manbynkos —
14 (53,8%) 1 gesoyek — 12 (46,2%).

BTtopas rpynna (cpaBHeHusi) chopmupoBaHa M3 OeTen
C XPOHUYECKUM HEOBCTPYKTUBHBLIM NMUeNoHedpuTom (n = 29).
MepaunaHa Bo3pacTa geten aton rpynnbl coctaBuna 18,0 mec
(Pys = 11,2; P;5 = 26,4), U3 HUX Manb4ynkoB — 6 (20,7%)
n nesovyek — 23 (79,3%). O6e rpynnbl 06¢cneaoBanucb BHe
060CTpEHMS MUKPOBHO-BOCNANMTEbHOIO npoLiecca.

OCHOBHbIe pe3ynbTaTbl UCCNIE0BaHUSA

Mpn aHanuse aHTeHaTaNbHbIX (AKTOPOB pUCKa ycTa-
HOBMIEHO, 4YTO BO3pacT MaTepern B MOMEHT HacCTynieHus
6epeMeHHOCTY CyLLECTBEHHO HE pasinyasncs B nccneayemblx
rpynnax: MejuMaHa BO3pacTa MKEHLWWH B OCHOBHOW rpynne
cocrasuna 31,1 roga (P,5 = 28,3; P, = 32,8) 1 29,6 roga
(Pys = 27,1; P;5 = 34,4) — B rpynne cpaBHeHusa (U = 333,0;
p > 0,05).

AKyLLEPCKO-TMHEKO/IOTMYECKUA aHaMHe3 MO MHOIMMM
napameTpaM He MMen AOCTOBEPHbIX PasfiMyuMi B CPaBHU-
BaeMbIx rpynnax. Tak, npu uccnegoBaHum GaKTopoB pUCKa,
Takux KaK 6ecnnogue, HeBblHaWIMBaHWE, perpeccobl 6epe-
MEHHOCTEN, HE MOJly4eHO AOCTOBEPHON pasHuubl (p > 0,05).
OOHaKo B OCHOBHOM rpyrnne noutu Kaxkaas 5-9 eHWwuHa
(23,1% — 6 4enoBeK) nmena NoBTOPHbIE abopTbl B aHaMHe-
3e, B rpynne cpaBHeHns — 3,4% (1 »eHwuHa) (F = 0,044).
HecoBnageHne naputetoB 6epeMeHHOCTM M podoB 6onee
4YeM B NOJSIOBUHE CNyHaeB TaKKe perucTpMpoBanochb B rpyn-
ne ¢ CAKUT-cuHapomom — 65,4% (17 cnyyaeB), B rpynne
cpaBHeHus — 34,5% (10 cnydaeB) (x2 = 5,238; p = 0,023;
F=0,0315).

AHann3 comaTM4yecKoro 310poBbsA MaTepemn NoKkasarn cTa-
TUCTUYECKM 3Ha4YnMble pasnnums. B rpynne ageten ¢ CAKUT-
CUMHApPOMOM naTosiorus opraHoB MBC (XpoHMYecKuh nue-
NOHEDPUT, XPOHUYECKUW UHTEPCTULMANBbHBIN HedppwUT,
XPOHUYECKUIM LIMCTUT) BCTpedanacb Y 53,8% KeHLWMH, B rpyn-
ne cpaBHeEHUS pernctpupoBanach B 3,1 pa3a pexe — 17,2%
(F = 0,0055). lNMpn atoM y Kaxaon 5-n KeHWuHbl (23,1%)
OCHOBHOM rpynnbl Matonornsa noyek GopmupoBanacb Ha
doHe BINP MBC.

M3 apyron 3Ha4YMMOM SKCTpareHuTanbHOM NaToNormu
y MaTepen OCHOBHOM rpynnbl NaLMEHTOB AOCTOBEPHO Yalle
BO BpemMs 6epeMEeHHOCTM [MarHocTMpoBanacb aHemus
1-n 1 2-1 cTeneHun (61,5%), y KEHWMH rpynnbl CPpaBHEHUSA
aHeMus Nerkom cTeneHn otmedeHa TonbKo B 20,7% cnyyaes
(X2 =9,531; p=0,003; F=0,0027). Mp# OLlEHKE OCNOMHEH-
HOro TeYeHNs1 6EPEMEHHOCTH Y KEHLLMH M NaTONOMMK CUCTE-
Mbl MaTb-NfaUeHTa-NNoA (NpPeaknamncusa, XpoHW4Yeckas
deTonnaueHTapHas HeJoCTaTOYHOCTb, aHOMaNuu NNaLEHThbI,
Mafio- U MHOFOBOAME) 3HAaYUMble Pa3Myna Kacanucb TONb-

Mopoku Mo4yeBOro Tpakta
MMP ogHoctopoHHui — 10 (38,5%)
MMMP aBycTopoHHUI — 7 (26,9%)
YpetepornaporHedpos — 10 (38,5%)
Mnocnaaus (ronosyatas dopma) — 1 (3,8%)
Ounseptukyn MM — 1 (3,8%)

lNpumevarme. MMMP — ny3bIpHO-MOYETOYHUKOBLIN pedsitoKe, MIT — MoYeBOWM Ny3bipb.

Note. VUR — vesicoureteral reflux; UB — urinary bladder.



Ko deTonnaueHTapHoOM HegocTaToyHoCTU. MocneaHsas vauwe
BcTpeyanacb B rpynne ¢ CAKUT-cuHapomom — y 53,8%
(14 4enoBekK), Toraa Kak B rpynne cpaBHEHUS PErUCTPUPO-
Banacby 17,2% (5 4yenoBek) (F = 0,0055).

XapaKTepu3ys OCOOBEHHOCTU TEYEeHWUS WHTpaHaTalibHO-
ro U HeoHaTalbHOro MepuoaoB y AeTer B 06enx rpynnax
no TaKMM MoOKasaTensiM, Kak crnocobbl poaopaspeLleHus,
oueHKa no wKane APGAR, maccopocToBble NoKasaTtenu 1 ap.,
[I0CTOBEPHbIX pasnnyui Nony4mTb He yaanocs (p > 0,05).

B o6eunx rpynnax nauveHToB MO4YEBOW CUHAPOM Ae6lo-
TUpoOBan o0AMHaKOBO paHo. Tak, B rpynne ¢ BIMNP MBC meau-
aHa Havana 3a6onesaHua coctaBuna 2,4 mec (Py,s = 1,2;
P;5 = 9,0), B rpynne 6e3 nopokos — 3,5 Mec (Pys5 = 2,6;
P;s = 8,1) (U = 283,0; p > 0,05). B 30,8% cny4aeB B 1-1
rpynne u B 31,0% Bo 2-11 0e6t0T pa3BmBascs Ha GoHe pecnu-
pPaTopHOM UK KULIEYHOW MHDEKLNK.

B rpynne geten ¢ CAKUT-CMHAPOMOM MOYTK B MOJIOBUHE
cnyyaeB (46,2% — 12 4enoBeK) aHOManuMuM U Aucnnasuu
opraHoB MBC 6biin gMarHOCTMpoBaHbl B aHTeHaTalbHOM
nepuoae v 3aTeM NOATBEPKAEHbI B HEOHATaNbHOM BO3pacTe.

Kak yxe roBopunocb, getm ob6eux rpynmn npoxoanau
o6cnegoBaHve ANg yTOYHEHUS AMarHo3a B yCNoBUSX AHEBHO-
ro cTaluMoHapa BHE aKTMBHOI0 BOCMaAMTENbHOMO npoLecca.
AnarHo3 $opMynnpoBancs Ha OCHOBAHWMM MPUHATLIX KIK-
HUYECKMX peKkoMeHaaumn (2018) [21]. CneayeT OTMETUTD,
4YTO MoKaszaTenun o6LLero aHanM3a KpPoBW M OCTPOoda30BbixX
6€efKOB He pPerucTpMpoBav aKTUBHOCTM BOCMASUTENBHOIO
npotecca.

B moue y 30,8% peten (8 yenosek) 1-v rpynnbl Uy 6,9%
neten (2 pebeHKka) 2-n rpynnbl oNpeaensimcb NEeNKOUMUTbI
B npeaenax, He NpeBblWakoWnx rpaHunubl Hopmbl (8o 10 Kne-
TOK B none 3peHus) (F = 0,0345). B pamkax crtaHaap-
Ta o6cneaoBaHUs ONs UCKIOYEHUS aKTUBHOCTM Mpouecca
NpoBOAMNOCL GaKTEPUONIOrMYECKOE WCCeAoBaHWE MOYM.
Pe3ynbTaTbl MoKa3anau OTCYTCTBME 3HAYMMOW GaKTepuypuu
B 06eux rpynnax.

YactoTa BCTpe4aemMoCTM MWMKPOMPOTEUHYPUU, OTpaxa-
lOWen KaHanbleBble ANCHYHKLUMMK, Bblla MPUMEPHO OAUHA-
KOBOW B 06eux rpynnax u Bbigenganace y 65,4% (17 peten)
1-v rpynnbl My 55,2% (16 4yenoBek) 2-1 (p > 0,05). OgHako
CTeneHb NPOTEMHYpUM Bblna CYLLECTBEHHO Bbille B rpynne

nauneHtoB ¢ CAKUT-cMHOApOMOM, MeanaHa npoTeUHYpUH
B OCHOBHOW rpynne coctasuna 0,133 r/n npotus 0,083 r/n
B rpynne cpaBHeHus (p = 0,000).

MuKkporemaTypua  npucyTcTBOBana y  KaxKAaoro
3-ro pebeHKa (30,8% — 8 yenosek) B rpynne ¢ BIP MBC,
TOrAa Kak B rpynne cpaBHEHUs reMaTypumn He Habnoaanoch.
Takke y 55,2% (16 neten) c HEOO6CTPYKTUBHbBIM NUenoHedpu-
TOM BbISIBNSAIaCb yMEPEHHasa Kpuctannypus.

CMellaHHbIM MOYEBOM CUHAPOM (NPOTEUHYPUSA + rema-
Typus) onpegensnca y 30,8% (8 geten) OCHOBHOW rpynnbl
n (npoTenHypua + Kpuctannypus) — y 10,3% (3 peten)
rpynnbl cpaBHeHus. Y 19,2% peten ¢ CAKUT-cMHApOMOM
MOYE€BOW CMHAPOM Ha MOMEHT 06¢cnefoBaHWUs OTCYTCTBOBaAI.

OuEeHKa KOHLEHTpPaLMOHHON CMOCOBHOCTN MOYEK AOCTO-
BEPHbIX pa3nnMynim He BbigBWNa, B 1-n 1 2-i rpynnax Mmeau-
aHa OTHOCWUTENIbHOM MJIOTHOCTM MOYM cocTaBuna 1009,2
1 1009,8 cooTBeTCTBEHHO (p > 0,05).

Mpy U3y4eHnn rnomMepynapHbiX GYHKLUN YCTaHOBAEHO UX
CHUXEHMe Yy nogaBnsiioLLero 60bLMHCTBA AETEN OCHOBHOM
rpynnbl — 88,5% (23 pebeHKa), B TO BPEMS KaK CHUXKe-
HMe CK® B rpynne cpaBHEHUS OTMeYeHo y 6,9% (2 netew)
(F = 0,0000). MeanaHa CK® 6bina 3Ha4MMO MeHbLUe B rpymn-
ne geten ¢ CAKUT-cuHapomom (73,9 Mn/MUH), 4em B rpynne
cpaBHeHus (80,7 mn/muH) (p = 0,000). OCHOBHbIE pe3yib-
TaTbl NabopaTopHbIX MCCNeAoBaHMI B rpynnax npuBeaeHsbl
B Tabn. 2.

Mpn aHanM3e OGUOMETPUYECKMX MNapamMeTpoB MNoYeK
(Tabn. 3) Ha MOMEHT obcnenoBaHWs AeTeM OCHOBHOW rpyn-
Mbl U FPynAMbl CPaBHEHUS ObiM MOAYyYEHbl CTATUCTUYECKM
3HauYMMble pasnnymsa no psaay nokasartenen. Tak, Hanpumep,
B rpynne ¢ nopokamu MBC 6bin0 3adUKCMPOBaHO CTOM-
KOoe paclMpeHne IoXaHoK ¢ 06enx CTOPOH, OJHOCTOPOHHEE
yBEMYEHNE YallevyeK W WUCTOHYEHWEe NapeHXMMbl CneBa,
4YTO O06BACHAETCS NPENMYLLECTBEHHbLIM MOPaXKEeHWEM NeBOMN
noyYkn 'y 57,7% (15 peten). B rpynne cpaBHEHUS, KaK U OXU-
[anocb, yKa3aHHbIX UYBMEHEHUIW He Habnganu.

MonyyeHHble AaHHble MOATBEPXKAAIT Pa3BUTUE YpPOAM-
HaMUYeCKuX HapyweHun B rpynne naumeHtoB ¢ CAKUT-
CMHAPOMOM. PesynbTaTbl MPOBEAEHHbIX Aonneporpaduye-
CKMUX UCCNeaoBaHUM KPOBOTOKa NOYeEK Y AeTen 1-1 1 2-1 rpynn
npvBeneHsl B Tabn. 4 u 5.

Ta6nuua 2. OCHOBHble NOKa3aTenun N1abopaTopHOro UccnefoBaHus B rpynnax

Table 2. Main laboratory parameters in patient groups

1-a rpynna

Mokasatenu (n = 26)

Me (P,5; Ps5)

NenkoumnTbl KposH, /109 8,5

Tpom6GoumThl, /109 296,0

KpeaTuHWH, MMOnb/n 47,2

CK®, mn/muH (no dopmyne LLiBapua) 739

1009,2
OTHOCHTEIbHAsA MIOTHOCTb MOYK

(P, = 1006,4; P;5 = 1014,2)

MpoTteunHypusa, r/n 0,133

. 4,7
OAM: KONMYecTBO IENKOLMUTOB, K B M/3p

OAM: KONMYECTBO 3PUTPOLIMTOB, KN B N/3p

(Py5=7,6; P75 =9,1)

(Py5 =284,0; P;5 = 311,0)

(Py5 =43,3; P75 =59,4)

(Py5 =64,3; P75 =78,5)

(Py5=0,121; P;5 = 0,147)

(Pos = 1,78; Py = 7,5)
1,74 (Pgo = 1,74; P15 = 7,4) — —

2-9 rpynna U-Kputepui
(n =29) MaHHa — YUTHM;
Me (P,s5; P75) p

82 343,0;
(P25 =6,8; P75 =9,2) 0,562
283,0 204,0;
(Py5 = 264,6; P,5 = 297,7) 0,004
43,9 257,0;
(Pos =38,7; P75 = 49,6) 0,043
80,7 121,5;
(Pys =77,9; P75 =90,6) 0,000
1009,8 344,0;
(Py5=1007,9; P75 = 1012,2) 0,576
0,083 15,5;
(Py5 =0,067; P75 =0,099) 0,000
2,8 293,5;
(P25 =17, P75 =4,2) 0,130

lMpnmeyvaHme. CKP — cKkopocTb KNy6o4koBon dunbtpaumm; OAM — o6Linii aHanmM3 Moyu.

Note. GFR — glomerular filtration rate; UA — urinalysis.
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Ta6nuua 3. bromeTpuyecKkre nokasaTenu novexk

Table 3. Renal biometric parameters

1-a rpynna 2-q rpynna U-kputepun
Mokasartenb (n = 26) (n=29) MaHHa — YUTHM;
Me (P,5; P75) Me (P,5; P75) p
360,0;
[nunHa RD 60,5 (P,5 =51,0; P75 =67,9) 62,0 (P,5=58,3; P;5 =64,1) 0.774
317,5;
LLinpnHa RD 26,9 (Py5 = 24,8; P75 = 28,2) 25,2 (Py5 = 23,5; P;5 = 26,3) 0315
316,5;
Mapenxvuma RD 9,7 (Py5 = 8,2; P;5 = 10,8) 9,7 (Py5=9,3; P75 =10,7) 0573
9,0;
JloxaHka RD 4,4 (Py5=2,3; P;5=9,0) 0,5 (P30 =0,6; P;5=1,0)
0,000
. . 351,0;
Yaweukn RD 1,4 (P4o=0,5; P,5=4,5) 0,4 (P40 =0,2;P;5=0,9) 0599
. . 301,0;
LWunpunna moveTouHnKka RD 1,4 (P35 =0,2; P;5=2,8) 0,2 (P,5=0,01; P;5=0,3) 0243
279,0;
[Onunna RS 64,0 (P,5 = 55,9; P;5 =67,8) 61,2 (P,5 = 58,8; P;5 = 63,8) 0.098
346,5;
LLinpuHa RS 25,9 (P,5 = 24,5; P;5 = 29,5) 28,8(Py5 = 24,4; P,5=30,2) 0.607
191,0;
MapeHxnma RS 9,2(Py5 =8,2; P,5=10,8) 10,6 (P,5 = 10,4; P,5=10,9) 0.003
. . 150,5;
JloxaHka RS 8,9 (Py5 = 2,3; P75 =10,7) 0,5(P3=0,1;P;5=1,1) 0.000
252,0;
Yaweykn RS 4,5(P5,=0,8; P;5=5,5) 0,5 (P35 =0,6; P75 =1,0) 0.038
285,0;
LUnpnHa moyetouHnKa RS 1,7(P,5=0,1; P,5=3,3) 0,8(P,5=0,2;P;5=1,1) 0106
257,5;
06beM MO4YEeBOro ny3bips 31,0 (Py5 =19,3; P;5 = 46,0) 20,5 (Py5 =4,3; P75 =37,5) 0.064
333,0;
CTeHKa MO4€eBOro nysbips 1,3 (Py5=0,9; P;5=1,5) 1,4 (Pys =1,0; P75 =1,9) 0.452
lpumevyaHne.RD — npaBas noyka; RS — neBas noykxa.
Note. RD — right kidney, RS — left kidney.
Ta6nuua 4. [lonnaepoMeTpuyeckne napameTpbl KPOBOTOKA (NpaBas noyka)
Table 4. Blood flow Doppler velocimetry (right kidney)
1-a rpynna 2-a rpynna U-KpuTtepum
Moka3sarenu (n = 26) (n=29) MaHHa-YUTHH;
Me (P,s5; P7s5) Me (P,5; P75) p
Bopota RD
134,0;
VpS, m/c 0,7 (Py5 = 0,65; P75 =0,79) 0,56 (P55 = 0,55; P;5 = 0,65) 0.000
. . 236,5;
RI 0,71 (Py5=0,66; P;5=0,73) 0,63 (P,5=0,61; P;5=0,67) 0.000
. . 148,0;
VeD, m/c 0,2 (P,5=0,18; P;5=0,23) 0,2 (P,5=0,14; P;5=0,22) 0.017
NapeHxuma RD
250,0;
VpS, m/c 0,21 (P55 =0,18; P;5 =0,25) 0,19 (P,5 = 0,16; P;5 = 0,20) 0.030
. . 308,5;
RI 0,66 (P,5=0,62; P;5=0,71) 0,64 (P,5 = 0,60; P75 =0,69) 0.044
. . 272,0;
VeD, m/c 0,07 (P,5 = 0,05; P75 =0,08) 0,07 (P,5 = 0,06; P;5 = 0,09) 0.073

lNpumeyvarme. VpS — MaKcuMManbHas CUCTOSIMYECKas CKOPOCTb; Rl — nHAaeKe pe3ncteHTHocTH; VeD — KoHeYHas AMacTonmyeckas CKOpOCTb.
Note. VpS — peak systolic blood flow velocity; Rl — renal arterial resistive index; VeD — end-diastolic velocity.

Mpu npoBegeHun ponnieporpadum Mnoyvyexk B rpynne
neten ¢ CAKUT-CMHAPOMOM MOy4YeHO CyLLeCTBEHHOE yBENu-
YeHne CUCTONIMYECKON CKOPOCTU KPOBOTOKA U MHAEKCA Pe3u-

CTEHTHOCTM Ha ypOBHE BOPOT MOYeK ¢ 06enx CTOPOH, YTO,
BEPOSATHO, CBA3AHO C HapyLeHWEM YPOANHAMMKMK Ha YPOBHE
No4Ye4yHoOro cuHyca. Takxe B 3TOM rpynne 6bi10 3aduKCu-



Ta6nuua 5. lonnnepomeTpuyeckne napameTpbl KPOBOTOKaA (neBasi MoyKa)

Table 5. Blood flow Doppler velocimetry (left kidney)

1-a rpynna 2-q rpynna U-kputepun
Moka3sarenun (n = 26) (n = 29) MaHHa — YUTHM;
Me (P,5; P75) Me (P,s5; P7s) p
Bopota RD

. . 18,5;

VpS, m/c 0,7 (P,5=0,71;P;5=0,77) 0,6 (P,5=0,52; P;5=0,64) 0.000
. . 96,0;

RI 0,7 (P55 =0,68; P;5=0,75) 0,7 (Py5 = 0,63; P;5 =0,68) 0.000
. . 272,0;

VeD, m/c 0,2 (P,5 = 0,14; P45 = 0,20) 0,2 (Py5=0,15; P;5 =0,23) 0.075

MapeHxuma RD

. . 124,5;

VpS, m/c 0,2 (P,5=0,19; P;5 = 0,28) 0,2 (Py5 = 0,16; P;5 = 0,22) 0.052
RI 0,7 (Py5=0,63; P;5 = 0,69) 0,6 (P,5=0,58; P;5 = 0,64) 262,5;
0,000

. . 374,0;

VeD, m/c 0,07 (P45 = 0,06; P;5 = 0,08) 0,07 (P55 =0,06; P;5 =0,08) 0.958

lMpumeyvaHme. VpS — MaKcumasbHas CUCTONMYECKas CKOPOCTb; Rl — MHAEKC pe3ncTeHTHoCcTH; VeD — KoHeYHas AMacTonnyeckas CKOpoCTb.
Note. VpS — peak systolic blood flow velocity; Rl — renal arterial resistive index; VeD — end-diastolic velocity.

pOBaHO yBENMYEHWE CKOPOCTU CUCTONMYECKOrO KPOBOTOKA
Ha ypoBHE MapeHxuMMbl 06eunx noyek. Mpu mnccnegoBaHum
NeBOM NOYKM onpegensanucb 6osee BbICOKME MoKasaTenu
WMHOEKCa PEe3WUCTEHTHOCTU B CPaBHEHUM C aHaNOrM4YHbIMM
B rpynne HeOo6CTPYKTUBHbIX HedponaTuin. 3Ha4yuMble Hapy-
LEHWSA reMOAMHaMMNKK N1IEBOM NMOYKM 0BYCNIOBNEHbI 60/bLIEN
TecTblo nposiBneHnn CAKUT-cMHApOMa MMEHHO C 3Tow
CTOPOHbI Y 57,7% peTen. MNoBbllWEHWE CKOPOCTHbIX NoKasa-
Tenen u MHAEeKca pe3ncTeHTHOCTM Rl oTparkaloT aBneHus
Basocnasma npu BOCManeHWU WM CKNepo3e MapeHXMMbl
noyek [22-25].

B uccnefoBaHMKM TakkKe npoBefeH aHann3d aHaMHesa
YU3HU JeTen C OLEeHKON npemopobuaHoro ¢oHa. C MOMeH-
Ta poxAaeHus et B 06eux rpynnax nofyyanu ecTe-
CTBEHHOe BCKapmnuBaHue fao 93,1-92,3% cny4aeB, HO
K 6 MeC CyLleCTBEHHO CHWM3WNCS YyAeNbHbI BeC rpyaHoOro
BCKapmnunBaHua B 1-# rpynne nauueHToB MO CPaBHEHUIO
co 2-n — 7,7 n 55,2% cootBetrcTBeHHO (F = 0,00018). Mpwu
NpPoOBeAEHUN KOMMEKCHOW OLEHKM COCTOSIHUSA 340PO0BbS
Habngaemblx NaunMeHToB 6eNKOBO-aHepreTMyecKas Heao-
CTaTOYHOCTb AMAarHOCTMpOBaHa y Kawgoro 4-ro pebeHka
(26,9% — 7 peTewrt) OCHOBHOM rpynnbl. B rpynne HEO6GCTPYK-
TUBHbIX HedbponaTui AaHHbIM NoKasaTefb cocTaBun 6,9%
(2 pebeHKka) (F = 0,06874). KnuHnyeckoe obcneaoBaHue
BbISIBUIO MPU3HAKK CUHAPOMA AUCNAa3nun COeAUHUTENbHON
TKaHun (CACT) y 100% peten ocHoBHOM rpynnbl Uy 48,3%
(14 peten) rpynnbl cpaBHeHns (F = 0,00001). KnuHuyeckue
nposisneHns CACT 6binn npeacTtaBieHbl COBOKYMHOCTbIO
BHEWHMX MPU3HAKOB AM33MbGpuoreHesa (CUHAAKTUAMEN,
3MMKaAHTOM, aHOManusaMKU yxa, Yentocten u T.4., PEeKypBa-
LUMen B cyctaBax) M BHYTPEHHUX MasblX aHOManui pasBu-
TUS, KOTOpble onpeaensanucb npu obcnegoBaHuMK (aHoMa-
JIMN CTPOEHMUSA KENYHOro My3blps, LONOMHUTENbHbIE XOPAb
Kamep cepgua, nponanckl KnanaHos, aHoOManuMu NO3BOHOY-
HWKa W T.4.). Mo aaHHbIM nutepaTypbl, CACT BcTpedvaeTca
6o5ee 4yeM B MONOBUHE clyd4aeB HedponaTui, coyeTasicb
¢ aHomanusamu ctpoeHuss OMBC [26-29].

He)xenatesnbHble siB/IeHUS

[etn ob6cnefoBanucb No AMarHOCTUHECKUM CTaHdapTam
HedponornyecKoro nauueHtTa B CTaLMOHapPHbIX YCNOBUAX
6e3 pa3BUTUA HeXenaTellbHbIX ABJIEHUN.

OBCYXAEHUE

Pe3lome 0CHOBHOIo pe3ynbraTta UcciejoBaHUs

Y peten ¢ HedponaTUMM, pPasBUBLUMMUCS Ha GOHe
CAKUT-cuHapoma, yxyawaeTrcsa NporHo3 3aboneBaHus,
T.K. MocNne CTUXaHMA aKTUBHOCTM MWKPOGHOro Bocnane-
HUS COXPaHAIOTCS NMPU3HAKKM NPOrpeccupoBaHus npoLiecca
B BMAE MUKpPOreMaTypum U MUKPOMPOTEUHYpPUU. Y 6GOSb-
LWMHCTBA [E€TEeN 3TOM rpynnbl Y)Ke K KOHUY 1-ro roga »KU3HM
PETUCTPUPYIOTCSH CHUMKEHWE TTOMEPYNSPHBLIX U TyBYNsipHbIX
YHKLMA, HApYLIEHUS OpraHHOM reMOAMHAMKUKK U yMeHbLUe-
HWE TONLWMHbI MapPeHXMMbl NOYeEK.

06cyXaeHue OCHOBHOIO pe3ybTaTa UCC/Ief0BaHUA

UccnenoBaHne nokasano, YTO XPOHMYECKOe nporpec-
cupylouee TeyeHne HebponaTMn AOCTOBEPHO Yalle pas-
BuBaetca npu Hanumimm CAKUT-cuHgpoma. OCHOBHbIMHM
npeanKkTtopamMmu paHHen peanu3auuyM OaHHOW NaTosiormu
ABNAOTCA 3a60/1IeBaHUS MaTepu: aHEMUS, UHODEKLMOHHO-
BOCMNanuTeNbHble 3a60/1€BaHNs OPraHoB MOYEBOW CUCTEMBI,
B TOM 4WCNe C NMOPOKaMW pas3BUTUS NnocneaHux. 1o corna-
cyeTcsl ¢ MMTepaTypHbIMU AaHHbIMM, MOKa3blBaOWMWMU, HTO
yacTtoTa BcTpedyaemoct CAKUT-cMHapOMa Bbille B CEMbSIX,
rae POACTBEHHMKM MMEIT aHoManuu opraHos MBC [5].
B HacToslee BPEMS HAKOMNEHO AOCTAaTOYHO AaHHbIX O BJK-
HMM Ha MopdoreHe3 opraHoB MBC mMHo»ecTBa (paKTopoB,
B NepBylo ovyepedb MMMNoKCcuuK (B pesynbrate aHeMuu, Geto-
naaueHTapHON HEAOCTAaTOYHOCTU U T.A.), KoTopas obecneyu-
BaeT aMbprodeTanbHOE NPOrpaMMmMPOBaAHNE C PA3BUTUEM
NMOPOKOB W/UNKN HapyweHnem AnPOEepPeHLMPOBKM TKaHeEN
[30, 31], yTO Halwo elle OAHO MOATBEPXKAEHWE B HaLUEM
nceneaoBaHum.

HecmoTpa Ha paHHee Havano nuenoHedbputa B o0be-
WX rpynnax, BOCManuTENbHbIM MPOLECC, pa3BMBalOLMIACS
Ha ¢oHe aucnnasuu, HapyweHWn ypoaAMHAMMUKKU M OpraH-
HOM reMoAMHaMWKKM (OCHoBHasa rpynna geten ¢ CAKUT-
CMHOPOMOM) MNPUBOAUT K GbLICTPOMY MNPOrpPeaneHTHOMY
CHWXXeHUIO GYHKUMKM noyeK. Kak nokasan onbIT, MOYeBOM
cuHapom y ageten ¢ CAKUT-cMHOApOMOM MpoAos/iKaeT peru-
CTPMPOBATLCA M MOC/AE KyNMPOBAHUS OCTPOro BOCMANEHUS,
Ha aTane «MHWMOW» PEMWUCCUN B BUAE MUKPOMPOTEUHYPUM
N MUKpOremMaTypuu, 4To CBMAETENLCTBYET O MPOrpeccMpoBa-
HUW NaToNornyecKoro npouecca. CHUXeHWE GYHKLIMM NOYEK
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OpuUruHanbHble CTaTby

M CTOWKas cnefoBas NpOTEUMHYPUS OTMeYaloTcsa y AeTen aaH-
HOM Tpynnbl ye K KoHUy 1-ro roga »W3HW. B KadvectBe
MapKepa nporpeccMpoBaHns 3aboseBaHns MOXHO pac-
cmaTpuBaTb U CTaTUCTUYECKM 3HAYMMOE YBENIMYEHUE Y ITUX
OeTen ypoBHSA TPOMOOLIMTOB, KOTOPblEe BHOCST CYLLECTBEH-
Hbll BKNag He TONbKO B CUCTEMY reMocTasa, HO TaKkKe
MOZYNMPYIOT BOCManuUTeNbHblE PeaKLMN U UMMYHHbIW OTBET,
Yy4acCTBYIOT B MpoLeccax CKiepo3npoBaHus [32].

Y3-uccnefoBaHve No3BONSET Ha PaHHMX 3Tanax BblsB-
NTb HE TONIbKO Ha/IMyne NPU3HAKOB O6CTPYKTUBHbLIX HEdPO-
naTWM, HO 1 OCOBEHHOCTN OPraHHOW reMoAnHaMUKK. Y aeTen
¢ CAKUT-cMHOPOMOM 3apernuctpupoBaHbl UBMEHEHUS CKO-
POCTHbIX NMOKasaTenen KPOBOTOKa M MOBbIWEHWE MHAEKCA
PE3UCTEHTHOCTH, 4TO, C OAHOM CTOPOHbI, ABAIIETCSA OTPaXKEHU-
eM GM3M0N0rMYeCcKon KOMMNEHCaATOPHOM peaKL M NoYeYHbIX
COCY0OB, KOTOpas nMpu3BaHa YMEHbLIUTb BHYTPUKIYGOYKO-
BYylO runepteHauto [33]. C Apyron CTOPOHbI, y4UTbIBaAS napan-
NenbHOe [O0CTOBEPHOE CHWMXEHME CKOPOCTU Ky6O4YKOBOWM
dunbtpaumn B rpynne geten ¢ CAKUT-CMHAPOMOM, MOXHO
rOBOPWTb O Ha4yasbHbIX 3Tanax CKAepo3nMpoBaHus, 4YTo noa-
TBEPKAAETCSH YMEHbLIEHWEM TOMLWMHbI NAPEHXUMbl Ha CTO-
pPOHE BbIpaXXEHHbIX ypPoAUHAMMUYECKUX paccTponcTe [29].
Takum 06pa3oM, MONYYEeHHble [aHHble CBUAETENbCTBYIOT
0 PaHHUX NPOSIBIEHUSX KaK IMOMeEPYNSapHbIX, TaK 1 Tybynsp-
HbIX HapylweHun noyek y aeten, nmetowmx CAKUT-cuHgpom,
4TO AIBNSIETCS CNEACTBMEM HapacTaloWmMX YPoaMHaMUYECKNX
NOBPEXAEHUIN, OTEKa NEepUBACKYNSPHOrO MPOCTPaHCTBA,
o6eHEHUSI KPOBOTOKa B KOPKOBOM BeLLECTBE U BO3HUKHO-
BeHus pnebocTasa B MO3rOBOM CJioe noyek [33, 34].

Boigsnsemaa y 4detBeptu geter ¢ CAKUT-cMHApOMOM
6eNIKOBO-3HEpreTMyeckass HeAOoCTaTOYHOCTb Yycyryonser
TeyeHue HedponaTuu, Hapylas romeoctaTMyecKue npo-
LLecchl, MPUBOAS K CHUMKEHWIO TKAHEBOW M 0OLWLEN PESUCTEHT-
HOCTU. TaKXKe cneayeT cuymtaTb GaKTOPOM PUCKa nporpec-
cUMpoBaHUA HedbponaTuit paHHUIM NepeBO[ Ha CMellaHHoe
M WUCKYCCTBEHHOE BCKapMnuBaHwue. locnegHve BmelwwBa-
loTCA B MPOLLECCbl OCMOPEryasuM, HapywatT a30TUCTbIN
6anaHc, aKCcKpeuuto 6enKa, HaTpus, kanus, pocdopa, xopa,
CNoCcOo6CTBYIOT PasBMTUIO aulMAo3a, H4TO OTarouwlaeT Tede-
HWe HedponatTuu, T.K. HapyllaeT PerynsTopHblie MpoLecchl
B GU3M0ONOrMyeckn Heapenom noyke [35, 36].

MccnegoBaHune nokazano B 100% cnyyaeB coyeTaHue
CAKUT-cMHOpomMa €¢ CMHAPOMOM AWUCMNa3uu COEAUHUTENb-
HOW TKaHW, 4YTO cornacyetcss C AuTepaTypHbIMU AaHHbIMU
M MNOKa3blBaeT O6LHOCTb NaTOreHETUYECKUX MEXaHW3MOB
dopmupoBaHma aedEKTOB COEANHUTENNbHOM TKaAHU U CUCTe-
Mbl OpraHoOB Mo4YeBblgeneHuns [29].

OrpaHU4YeHua ucciepoBaHusA
OTcyTcTBUE NpeaBapUTENbHOIO pacyeta BblIGOPKM.

3AKJ/TOHEHUE

YyuTbiBas NnpuBeeHHbIe AaHHble, cneayeT elle pa3 noa-
YEepKHYTb HEeob6X0AMMOCTb MPOBEAEHUS CBOEBPEMEHHOro
TOTaNbHOro0 AOPOAOBOr0 W HeoHaTaNbHOro Y3-CKPUHWHIa
noyek. OTKNOHEHUS B HEOHATalbHOM CKPUHWHIE SBASIOTCSA
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AHHOTaUUSA

060cHoOBaHHe. AKTyasbHOCTb AaHHOM TeMbl COCTOWUT B TOM, YTO HOBOOGpa30BaHMsl cepaua [06POKaYeCTBEHHOro uan
3/10Ka4eCTBEHHOro XxapaKktepa sBASI0TCS JOBOJbHO PEeAKON naTonoruen. Y getei gaHHas natonorms npegcraBieHa 406po-
Ka4yeCcTBEHHbIMU HOBOOBGpa3oBaHUsamMu: n3 Hux ot 39,3 go 58,6% — ato pabgomnoma, KoTopas rnpu HeGObLIMX pa3Mepax
MOXKET COHTaHHO perpeccnpoBatb, 19% — ¢pubpommoma n pexxe — apyrme onyxoan. OCHOBHbIM METOAOM ANarHOCTUKN
HOBOOGpa30BaHWit cepaLa ABASETCS IX0Kapanorpagpuyeckoe nceaegoBaHme (3xo-KIM). OnucaHne KIMHUYECKOro ciay4vasl.
HoBopoxxaeHHbIN K., JOHOLWEHHbIH. B KinHWKe: rpy6bii CUCTOIMYECKMI LWYM Haj 06/1acTbio cepAla. B akcTpeHHOM ropsgKe
npoBeaeHo 3xo-KI: o6bemMHoe 06pa3oBaHme, UMeloLee ABONHYIO CTPYKTYPY, OA4Ha YaCTb PacroiOKeHa B MEXIKENY[A0YKO-
Bov neperopogke (M), apyras — B BbIBOAHOM TpaKTe /1eB0oro xenyao4ka (BT/IXK). [peHaTa/lbHO NaTtoa0r1si He BblsiBJIEHA.
Peb6eHoK KoHcy1bTMpoBaH B Hay4HoM LieHTpe cepaedHo-cocyancTon xupyprim (HL CCX) r. [eH3bl: peKoMeHA0BaHO AMHAaMM-
Yyeckoe HabngeHne. 3akntoyeHme. [JaHHbIi Cllydal CBUMAETENbCTBYET O TOM, YTO KIMHMYECKas KapTuHa 06beMHbIX 06pa30-
BaHui cepala HecrneunpuyHa n TpebyeT NpucTaibHOro BHUMaHUS HEOHaTOJ/I0r0B U KapAMOoJI0roB, a TakKe HeobXoaMMOoCTH

MpoBeieHUs ybTPa3BYKOBOIro CKPUHUHIa Npu JMHaMU4eCKOM Hab/llo4eHnn 3a 6epeMeHHbIMU KEeHLMHaMM.

KnioueBbie cnoBa: onyxosb cepaLa, o6bemHoe 06pa3oBaHue, pa6aoMUoMa, KITMHUYECKUIA Crydait

Ans yntupoBanusa: Haymenko E.N., CamowkuHa E.C., lpuwyTtknHa WU.A., Hasaposa W.C. Onyxonb cepfLa y HOBOPOXKAEHHO-
ro: KIIMHUYECKUI cinyqan. Poccuickui neamatpmyeckmii ypHan. 2020; 1(3): 33-36. doi: 10.15690/rpj.v1i3.2172

OBOCHOBAHUE

AKTyanbHOCTb A@HHOM TeMbl COCTOUT B TOM, 4YTO HOBO-
06pas3oBaHua cepiua A06POKaYEeCTBEHHOIO MAKU 3/10KaYe-
CTBEHHOr0 xapaKTepa fBAATCA JOBOMbHO PEAKON NaTono-
rnen [1]. Hanbonee BeposTHaa npuMiMHa — OCOBEHHOCTHU
KPOBOCHabeHna M obMeHa BelwecTB B KapaAWOMMOLM-
Te [1]. Onyxonb — CKJIOHHOE K MPOrpeccnpoBaHuio MecTHoe
paspactaHve TKaHW NMGO0 KOMMJeKca TKaHen W KINeToK,
KOTopble B 6GOMbLWKMHCTBE CiydaeB MNpeacTaBasioT cobow
yzen [2, 3].

Y peTten fdaHHas natonorus npeacraBieHa AoOOpoOKa-
YeCTBEHHbIMW HOBOOOGPAa30BaHUSAMMU: M3 HUX OoT 39,3 [o
58,6% — ato pabaomuoma, KoTopas npu HeGObLINX CBOUX
pasmMepax B JasbHEWWEM MOXKET CMOHTaHHO pPerpeccupo-
Batb, 19% — d¢ubpomnoma, 3,9% — muKcoma, 3,9% —
remaHrmoma, 3,9% — onyxonb KneTok lNypkuHbe, 3,3% —
TepatoMa, 1,1% — nunoma [1, 4]. 3noKayecCTBEHHbIE
onyxonu cepaua coctaBnstot Ao 10% [1]. K HMM oTHocATCS
Tepatobnactoma, pabaomuocapkoma, dubpocapkoma [1].
KnuHnKka 3a6oneBaHUs 3aBUCUT HE CTONbKO OT MMCTOMNOIMM-
YeCKOro CTPOEHUS OMNYXONU, CKOMbKO OT ee NoKann3auuu.
B cBA3M ¢ aTUM Gonee cepbe3Has KAMHMYECKas KapTuHa
MOXET XapaKTepu3oBaTb A06POKaYeCTBEHHbIE HOBOOGpa-
30BaHM1A MO NpUYMHE YacTom 06TypaLun KnanaHHoOro anna-
paTta WK BbIXOAHOMO TPaKTa enyaoykos cepaua [3].

Psa aBTOpoB 06pas3HO Ha3blBalOT HOBOOGPa30BaHWUSA
«60NblWKMMK NpUTBOPLLKMKaMU» [3]. KAUMHWYECKOW KapTu-

He CBOWCTBEHHbI HecneuudUyeckue CUMMNTOMbI, Cpeau
KOTOPbIX MOBbIEHHAs BO36YAMMOCTb, OfbllIKa, aHOPEeK-
CU$l, BbICOKaa YTOMSIEMOCTb U Taxvkapaus. Y getew paH-
Hero BoO3pacTa Hayano 6G0Ne3HU MOXET COMPOBOXAaTb-
cA MpUCTynamu pes3Koro nobnefaHeHus, O0TKa3oM OT efbl
n nuxopagkow [3].

KNMUHUYECKUIX NPUMEP

0 nauyueHTe

Manbunk A.H., poaunca 05.10.19. Pofbl Ha cpoke
38-39 Hep ecTecTBeHHbIM nyTemM. Macca npu poXxxaeHuu
2820r, annHaTena 48 cm, oueHKa no wKane APGAR8 /8 6an-
no.. lpeHaTanbHO Npu NEPBOM 3XOKapauorpaduyeckom
(9x0-KI') CKpUHMHre Ha cpoke 12 Hea BM3yaln3MpPOBaHO:
cepaue — 4-KamepHoe, 3aHMMaeT HOpMasibHOEe MONOoXKe-
Hue, YHCC — 165 B MWH, TO/LLMHA BOPOTHUKOBOIO MpO-
ctpaHctBa — 2,0 mM. Pegynbratel 3xo-KI npu 2-m cKpu-
HUHIe, KOTOPbIM SBAAETCH ONTUMalibHbIM MO CpOKam
(24-26 Hep) ang BU3yanu3aLmm BCEX CEPLEYHbIX CTPYKTYpP:
cepaue — 4-KamepHoe, pa3Mepbl NonocTen cepila cooT-
BETCTBYIOT HOPME — aopTa OTXOAMT OT JIEBOIO XeNyaoyKa,
npojosiXKaetTca B Ayry, OT KOTOPOW OTXOAWUT TpW cocyaa.
MexokenygouykoBasa neperopoaka (MXKI) HenpepbiBHO
NPOJOJIKaETCA B NEPESHIO CTEHKY aopThl, CTBOPKK aop-
TalbHOrO KianaHa He YTOJILLEHbI, MOABUXHbLI. MUTpanibHO-
aopTasibHbI KOHTAKT He HapyLeH. JIeroYHbli CTBON OTXOAUT
OT MPaBOro Xenyfo4Ka, CTBOPKU HE YTOJILLEHbI, MOABUKHbI,
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BbIXOAHOW OTAEN MPaBOro }enygoyka He cyxkeH. [JedeKToB
MM HeT. ATPMOBEHTPUKYNSAPHbIE KNanaHbl PacroiOKeHbI
HOpManbHO. U3MeHeHnn aHAOKapda, MMoKapaa, nepukapaa
HeT. B ganbHenwem ynbrpa3BykoBoe uccnegoBaHue (Y3U)
cepaua naoaa He NPOBOAMIOCH.

dusukanbHas gMarHocTMKa

Mpn nepBUYHOM OCMOTpEe pebeHKa Hag obnacTblo cepa-
La 6b11 onpeaeneH Aylwunin Herpybbli CUCTONTUMYECKUI LLYM.
B cBA3KU ¢ 3TUM B 3KCTPEHHOM nopsake nposeaeHo Ixo-KI:
nesoe npeacepane B aactony — 10,0 mm, NpaBoe npeacep-
ove B gnactony — 16,3 MM, npaBbli Kenyaoyek B AMacTo-
ny — 8,8 MM; IEBbIN KeNyAo4Y€EK: KOHEYHbIN AMaCTONIMYECKUM
pasmep — 15,5 MM, KOHEYHbI# CUCTONMYECKMI pasmep —
10,3 MM, KOHEYHbIM OMACTO/IMYECKUHN 0O6beEM — 6,6 M,
KOHEYHbIA CUCTONIMYECKUIM 06beM — 2,2 M, yAapHbIi 06b-
eM — 4,4 mn. ®pakuus narHanmna — 66,7%. MXIM B ana-
ctony — 8,8 MM (npu Hopme 2-5 mm). MexnpeacepaHas
neperopoaKa: OTKpbIToe oBasibHoe OKHO (000) — 3,2 mMm,
cbpoc cnesa HanpaBo. CpeaHee AaBNeHUe B NEero4yHom apTe-
pun — 31 MM pT. cT. ZloNoAHUTENbHbIE 0COBGEHHOCTU: OTKPbI-
Tbl apTepuanbHbii npoTok (OAl) — 1,2 mm, c6poc cneBa
HanpaBo, AOMONHUTENbHAA TpabeKyna NeBOro Kenygouvka
(OTJ1XK). NoumpyeTcsa axono3nTMBHOE 06beMHOe ob6pa3oBa-
HWe, MMeloLlee ABOWHYIO CTPYKTYpY, OfHa 4acCTb KOTOPOro
HaxoauTca B MMKI pasmepom 11,0 x 9,0 mMm, agpyrag —
B NPOCBETE BbIBOAHOIO TpaKTa NeBoro xenygodka (BT/1XK)
pasmepom 7,2 x 6,4 MM ¢ 06¢TpyKumen BT/ 1 rpagueHTom
nasneHus go 39 Mm pt. cT. (puc. 1).

Ona oueHKkn cepaedHoro putma npoBegeHa IKI, Ha
KOTOpOW pernctpupoBancs CuHycoBbii putm ¢ HCC 150-
120 ya/MWH, HapylwleHue npoLeccoB penonsapuaaunn no
nepeaHe60KOBOW CTEHKEe NEBOro xenyaoyka. o gaHHbIM
XONITEPOBCKOr0 MOHMUTOpMpoOBaHMa (XM): naTonornyecKkas
aKTUMBHOCTb cepaua npeacrasneHa 11 0ANMHOYHBIMU HaaxKe-
NYA0YKOBbIMM 3KCTpPacuUcToNamu (puc. 2).

C uenblo BbIABNEHMS OMNyX0JIEBbIX 06pa30BaHui B 6pOLL-
HOM MOJIOCTU U 3abpPOLWMHHOM MPOCTPAHCTBE MPOBEAEHO
Y3MW, rae o6beMHble 06pa3oBaHUsA He BU3YyannM3nMpoBasuch.
Mpn HenpocoHorpadum (HCI) onpenenstotcs MNpuU3HaKK
HEe3penocTu roIoBHOrO Mo3ra.

Pe6eHOK 0CMOTPEH KapanonoromM U Kapanoxmpyprom.

Puc. 1. 9xo-KTI: 06beMHoe o6pa3oBaHne B MK 1 npoceeTe 1eBoro
¥enyaoyka c o6¢cTpykumen BTIIK

Fig. 1. Echo-CG: voluminous mass in the IVS and left ventricular
lumen with LVOT obstruction

MpeaBapuTeNbHbIA AUArHo3

Ha OCHOBaHWW KIUHUYECKMX AAHHbIX U MHCTPYMEHTasb-
HbIX METOA0B 06cnefoBaHus 6bll BbICTABAEH KIMHUYECKUI
avarHos: o6bemHoe o6pasoBarHne MMKI B BTJTXK ¢ ymepeH-
HoM 06¢TpyKUMen BTJTHK. Pa6gommnoma? PyHKLMOHMpPYOLKE
deTanbHble KOMMYHUKaLUMN.

JAvuHamMuKa U ucxogabl

PebeHoK HanpaBneH B HL, CCX r.[leH3bl, rae auva-
rHO3 OblN MOATBEPKAEH U PEKOMEHAOBAHO AMHAMWUYECKOE
HabnaeHue.

OBCYXAEHUE
Mo AaHHbLIM KIMHUKO-1a60pPaTOPHLIM MPU3HAKaM MOMHO
npeanonaratb y AaHHOro nauWeHTa Hannyume pabaoMUOMbI,

E.l. Naumenko? 2, E.S. Samoshkina?, I.A. Grishutkina?, I.S. Nazarova3

1 Mordovian Republican Clinical Perinatal Center, Saransk, Russian Federation
2 N.P. Ogarev Mordovia State University, Saransk, Russian Federation Saransk, Russian Federation
3 Federal Center of Cardiovascular Surgery of Ministry of Healthcare of Russian Federation, Penza, Russian Federation

Cardiac tumor in a newborn: case report

Abstract.

Background. The topicality of this work lies in that benign or malignant cardiac tumors are a fairly rare pathology. In children this
pathology is represented by benign neoplasms, of which rhabdomyosarcoma accounts for 39.3-58.6% of all cardiac tumors, fibromyo-
sarcoma — for 19%, and other types of cardiac tumors are rarely found. Small-sized rhabdomyosarcoma may undergo spontaneous
regression. The most common method of cardiac tumor diagnosis is echocardiography (Echo-CG). Case description. Newborn K., car-
ried to full-term. Heart auscultation had revealed an abnormal systolic murmur. Emergency Echo-CG revealed a voluminous mass of a
dual structure, one part of which was located in the interventricular septum (IVS) and the other — in the left ventricular outflow tract
(LVOT). This pathology was not found during the prenatal period. The infant was consulted at the Research Center of Cardiovascular
Surgery (RC CVS) in Penza where a dynamic follow-up was recommended. Conclusion. This case attests to that the clinical picture of
abnormal cardiac masses is nonspecific and requires close medical attention of a neonatologist and a cardiologist, as well as the ultra-
sound screening during dynamic follow-up of pregnant women.

Keywords: cardiac tumor, voluminous mass, rhabdomyosarcoma, case report
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Puc. 2. CyTo4HOE MOHWUTOPUPOBAHKE: OAMHOYHASA HaKeNya04YKoBas
3KCTpacucTona
Fig. 2. Daily monitoring: solitary supraventricular extrasystole
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T.K. 3Ta Onyxonb SBNSeTcsd Hanbosee 4acTo BCTpevalollen-
ca cpeau Bcex HoBooGpasoBaHuM cepaua [1, 3, 4]. Okono
72-77% onyxonen cepaua (B ToOM yucne pabgomuom) ava-
FHOCTUPYIOT B BO3pacTe 40 1 roja, 4To CBUAETENLCTBYET 06
X BPOXAEHHOM xapakTtepe [1, 5, 6, 7]. [o3TOMy AaHHytO
naTonornio Heo6Xo4MMO BbISBNATb KaK MOXHO paHbLUe, XOTS
3TO JOCTATOYHO CNOXKHO. OBbI4YHO OMyX0NeBUAHbIE BKIOYEHUS
NM60 He NpUBAEKaloT BHUMaHUS, MO0 BOCTIPUHUMAIOTCS KaK
runepTpodust MMokapaa GyHKLMOHaNnbHOro nopsaxa [5, 6].

Pa6booMnoMa MOXET BO3HMKaTb CNopajuMyecku B Buae
CaMOCTOATENbHOMO M30/IMPOBAHHOIO 3a60/1IEBaHUS UK pas-
BMBATbCS B COYETaAHWWM C BPOXKAEHHBIMWM NMOPOKaMKU cepa-
Lla U reHeTMyecKkMMu 3aboneBaHuaMU (TYOEPO3HbIM CKie-
po3) [4]. JaHHasa onyxonb MHTEHCMBHO pacTeT Ao 32 Hepn
rectalmu, Nnocne 4ero KNETKU YXKE He MOTyT AeNUTbCs v Noa-
BepratwTcs anonTto3y. [1poBeaeHHbIMU PETPOCNEKTUBHbLIMU
uccnefoBaHUaMU YyCTaHOBEHO, YTO Yeped 10 feT OT MOMEH-
Ta AMarHoCTUKKM pabaoMMOMbl HOBOOGPa3oBaHWE 3aMETHO
YMEHbLWanocb B pasmepax (NpUmepHo Ha 74%), a B psge
cnyyaeB BooOGLEe ncyesano [3].

Mo paHHbIM MccnepoBaHuin E.B. bopatoroBow, y Bcex
15 HabniogaBLLIMXCA NaLMeHTOB Npu NOAO3PEHUU Ha pabao-
MWOMY BbIC/NYLUMBANCA CUCTONIMYECKMI WYM Hah 0651acTblo
cepaua [7]. Mpu atom y ogHoro pe6eHKa HOBOOGpa3oBaHue
COYeTanoCb C OTKPbITbIM apTepuanbHbiM MPOTOKOM, y 4 —
C OTKPbITbIM OBafibHbIM OKHOM [7]. B panbHewwem 6onee
4eM B MNOJSIOBMHE C/lly4aeB oTMeYanachb CroHTaHHas perpec-
CYS OMYXONKU, HO Y 3 MaLMEHTOB BO3HMKNA HEOOXOAMMOCTb
B Ha3Ha4YeHUU MeaMKaMEHTO3HOW Tepanuu B CBA3M C pas-
BUTUEM CEPAEYHON HeJOCTATOUYHOCTH [7].

Y naHHoro pebeHka onyxojlb Ha MOMEHT NOCTaHOBKM Ana-
rHO3a He Bbl3blBana BblpaXKEHHbIX HapYLUEHW reMOAMHaMMU-
KU Y €QUHCTBEHHBIM €€ CUMMTOMOM SBASNICH CUCTOSIMHECKUI
Wwym B 06nacTu ceppua, YTo CBA3aHO C HeGONbLUMMU pas-
Mepamu onyxosiu U ee nokanusdaumen B BTJTXK ¢ ymepeHHon
06CTPYKUMEN. B CBA3M C 3TUM CPOYHOE XMPYPruyecKoe neye-
HWe He 6bIS1I0 NOKa3aHo, 66110 PEKOMEHLO0BAHO IMHAMUYECKOe
HabnofeHve, 4To6bl NpeaynpeauTb pasBUTUE BO3MOXKHbIX
OC/IOXHEHWUW. BbicTynasa B NpocBeT KaMep cepaua, padbaomu-
OMbl HapyLLIaloT CEPLAEYHYIO FEMOAUHAMMUKY, U UX KITMHUYECKHNE
NPosiB/EHWA MOTYT HaNOMUHaTb KapTUHY NOPOKa cepaLa [4, 5].
HecmoTpsa Ha cBOKO JOOPOKAYECTBEHHOCTb, OMYXOJib MOXET
NPUBECTU K NeTasbHOM apuUTMUKN 1 OBCTPYKLIMK Kamep cepaLa,
YTO AMKTYET HEOOXOAUMOCTb €€ AMHAMMUYECKOr0 HabnoaeHUs
W Npu HeOBX0AMMOCTU — OnepaTUBHOrO Nevenuns [3].

3AK/TIOYEHUE

HecMoTps Ha peaKoCcTb ONyxonen cepaua y AeTen, HeoHa-
TONOMM M NeanaTpbl AO/MKHbI 3HATh AaHHYI0 NaToNorvio U ee
BO3MOMHbIE OCNIOMHEHUS.

Y HOBOPOMAEHHbIX AeTer €AUHCTBEHHLIM MPOSBNEHMEM
OMyX0/IM MOXET ObITb CUCTONIMYECKMI LLIYM B 061acTK cepaua,
YTO HEO6X0AMMO MPUHWMMaTb BO BHUMaHWE HeoHaTonoram,
KapauonoraMm v Kapauoxupypram, ans Toro 4tobbl cBOEBpe-
MeHHO npoBecTn IAxo-KI, KoTopas aBAsSeTCS cambiM MHOOP-
MaTUBHbIM METOAOM BbISIBNEHWS HOBOOGPaA30BaHMI cepaua,
a 3aTeMm onpeaenuTb JanbHEeNLYo TaKTUKY BEAEHUS NaumeHTa.

WH®OPMUPOBAHHOE COI'JIACUE

OT poauTenss nauyueHTa MNoJydYeHO MUCbMEHHOoEe O06po-
BO/IbHOE MHPOPMUPOBAHHOE cornacue Ha nyearMKaLnio onu-
CaHUA KIMHUYECKOro cnyyvas (fata nognucanus 10.04.2020).
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AHHOTaUMUA.

O6ocHoBaHMe. B ctatbe npeactaBieH 0630p AaHHbIX MTeEPATypPbl O CrNOoCco6ax CBOEBPEMEHHOM AMArHOCTUKM U Teparnum
BPOXAEHHOM LUMTOMEraaoBmpycHomn nHopekummn (LUMBU) y HoBopoxxaeHHbIX. B nociegHue rogel LUIMBW siBnsieTcs npegmeTom
MHOrOYMC/IEHHbIX MCCIeA0BaHUI MUMPOBOro Mactlutaba. [1oBbilLeHHbIH MHTepec 06bsICHSIETCS TEeM, YTO MOC/IEACTBUS BPOXK-
AeHHon LIMBW sBastoTess coynasibHO 3Ha4YMMbIiMU. OnMcaHUue KIMHUYECKOro cjy4dasi. PaccMOTpeH KIMHUYECKMI crydan
BPOXAEHHOM LIMTOMErasoBUPYCHON UHQEKUMM B MaHWpeCTHoNn ¢dopme. Y pebeHKka fgaHHasi 60/1€3Hb AMarHOCTUpOBaHa
Ha 10-e CcyTKu ¥MU3HU. Ha4yaTo KOMIMIEKCHOE Jle4eHne COoriacHo MpPOoTOKo1aM BeAeHUs BpoxaeHHon LIMBW. [octurHyta
MosI0XUTENIbHAS AMHaAMUKa. 3aKalo4YeHue. Ha gaHHbIi MOMEHT pa3paboTaH a/ropUTM MO BbisSIBIEHUIO U nedeHuto LIMBMU,
KOTOpPbIN AaeT oJIoXKnUTebHble peaysbTaThl. OgHako He CToMUT 3abbiBaTb 06 oThasieHHbIX rnocaeacteuax LUMBUW, yaensts
60/1b1LI0€ BHUMaHWe AncrnaHcepusalmnm JaHHbIX NayneHToB.

KnioyeBble cnoBa: HOBOPOXKAEHHbIE, LIUTOMEeranoBupycHas nHdeKuuns, cTpuapHasa BacKynonatus

Ans ymtnpoBaHuns: banvikoBa J1.A., Bepeuwarura B.C., lleganknna J1.B., fonocHas I.C., YupkoBa O.A. KnMHUYEeCKUI cnyvan:
BPOXAEHHasA LMTOMEranoBupycHas nHdekLmns. Poccuiickuin negnatpmyeckuii xypHas. 2020; 1 (3): 37-41. doi: 10.15690/
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OBOCHOBAHUE

BpoxaeHHasn uuTomMeranoBmpycHas MHdeKuuns
(UMBW) — Hamnbonee 4acto BCTpevaowWwascs BHYTPUYTPOO-
Hasa nHdeKkums [1]. UMBW otnmMyaetcs mMHOroobpasvem Kim-
HUYECKOM KapTUHbI OT CYGKIIMHUYECKMX O TAXKENbIX FreHepa-
NM30BaHHbIX GopM [2], pacnpocTpaHeHa WKUPOoKo. YacToTa
CEepono3nTUBHOCTM (OBHApPYKEHNS CNEeLUNDUYECKUX aHTUTEN
MMMyHorno6ynnMHos G (IgG)) y B3pocnoro Hacenenus PP

coctaBnsieT o1 50 0 90%, 4TO Yallue BCEro CBUAETENLCTBYET
0 NIaTeHTHO NepeHeceHHoOn nHbeKuuK [1, 2].

BpoxaeHHas LLMBW aBnsieTcs pe3dynbratoM AnMbo TpaHc-
nnaueHTapHOro 3apaKeHus, MMbo UHTPaHaTanbHOro (pexe)
[2, 3]. AaHHasa dopma MMeeT MecTo B TOM c/yyae, eciv BO
BpemMs 6epemMeHHOCTM MPOUCXOAWUT MEPBUYHOE 3aparkeHue
umMtomeranosupycom (LLMB) wnu peaKtuBauus naTeHTHOM
MHOEeKunn [2, 4]. BepoaTHOCTb MHOULMPOBAHUS Maoga npu

Larisa A. Balykova?, Veronika S. Vereshchaginal, Ludmila V. Ledyaykina?l, Galina S. GolosnayaZ2, 0.A. Chirkoval

1 N.P. Ogarev Mordovia State University, Saransk, Russian Federation
2 Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russian Federation

Case report: congenital cytomegalovirus infection

Abstract.

Background. This review article surveys literature data on the methods of timely diagnosis and treatment of congenital cytomegalovirus
infection (CMVI) in newborn infants. In recent years CMVI has become a subject of numerous global-scale studies. Such increased inter-
est in CMVI is due to the fact that the consequences of congenital CMVI have a social impact. Description of clinical case. A clinical
case of congenital manifest cytomegalovirus infection is described. The infant was diagnosed with CMVI on the 10th day of life. Complex
therapy was prescribed in accordance with the protocol of management of congenital CMVI which led to positive dynamics. Conclusion.
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KnuHuyeckoe HaGnwogeHne

3TOM He npesbliwaeT 50% [1, 2]. CunTaeTcs, YTO NPUMEPHO
y 5% 6epeMeHHbIX }EHLUH MPOUCXOAUT peaKTUBaLMs NaTeHT-
Hon LIMBW, HO 4ncno HOBOPOXKAEHHbIX C KIIMHUYECKUMU MPU-
3HaKamMu BPOXAEHHOW MHEKLUMN He npeBbiwaeT 3% [2, 5].
370 06BbSACHAETCA HaNMYMEM BbICOKOro YpOBHS crneuuduye-
CKMX aHTUTEN y 6epeMeHHOM, KOTopble TM60 NpeaoTBpaLlaoT
BO3HWKHOBEHWE LIMBW y HOBOPOXKAEHHbIX, TM60 MHPEKLMUS
npoteKkaet B 6eccumntomHon popme [5, 6, 7].

OnpegeneHHoe 3Ha4YeHMe MMEET CPOK MHOULMPOBAHMKS,
onpeaensolmMin xapakTep MopaxeHus niojga U HOBOPOXK-
neHHoro. MHomumpoBaHune B 1-M TpumecTpe yYpeBato dop-
MWpPOBaHMEM TMOPOKOB Pa3BUTUSA LIEHTPaSbHOM HEPBHOWM
cuctembl (LLHC), XopropeTnHUTOB, HapylweHnn NpoBoanUMO-
cTn cepaua [1, 8]. Ha 6onee no3gHux cpokax LUMBW moxeTt
NPUBECTM K Pas3BUTUIO reMopparMyeckoro cMHApoma, npo-
rPECCMPOBAHUIO U 3aTAKHOMY TEYEHMUIO KENTyxu, renaTo-
cnneHomeranuu, NHEBMOHMK. KaK UTOr, y TaK1X AeTen BENu-
Ka BEPOSTHOCTb Pa3BUTUS HapPYLIEHWW Chyxa, anunencuu,
3a[1ePXKKM MCUXOMOTOPHOIO M YMCTBEHHOIO Pa3BUTUS, Hapy-
LUEHNS 3peHUs B BUae atpodun 3puTenbHoro Hepea [5, 9.

MaHudectHaa dopma BpoxaeHHon LIMBW Bo3HuMKa-
eT Npu nHbMuMpoBaHMM nnoga Bo 2—3-M TpumecTpe [2].
Hanbonee HebnaronpuaTHOE TeYEHWE XapaKTepHo And
TaK Ha3blBaeEMOro «LUTOMEranoBUpycHOro 3aboneBaHus
C BKJ/IIOYEHMUAMM», MPU KOTOPOM MAET MOpaxKeHUe KOCTHOro
mMoa3ra, LIHC, neyeHu, opraHoB Xenygo4HO-KMULIEYHOro TpakK-
Ta[l, 2, 10].

B KAMHMYECKOWM KapTUHE BbISBASAIOTCS Chefylolmne cum-
NTOMbI U CMHAPOMBI [2, 5, 11]:

® neTexuMu Unu nypnypa — BbISBASIOTCS B NEPBbIE Yachl
KM3HU, UCHE3aI0T B TEYEHNE HECKOMBbKUX HEAENb;

® KenTyxa — MosIBNSIETCS B TEYEHME NEPBbIX CYTOK XKN3-
HW, UMEET 3aTAKHOE TEYEHHE;

® yBe/IMYEHMNE NEYEHN U CENE3EHKH;

® CHUXEHHasi Macca Tena Npu pPoXKAEHUU OTHOCUTESNb-
HO recTauMOHHOro Bo3pacTa, MuUKpouedanunsa (macca Tena
MU OKPYXKHOCTb FOMI0BbI MPU pPOXKAEHUU MeHee —2 SD npwu
rPyAHOM BCKapMIMBaHWUW);

® HeBpoOJiorMYyecKass CUMMNTOMaTUKa — yrHeTeHue
CO3HaHWS BMNAOTb A0 KOMbI, CHUXEHWE HEPBHO-pedneKTop-
HOM BO36YAMMOCTH, CYAOPOXKHbIA CUHAPOM.

JlabopaTOpHO-UHCTPYMEHTA/IbHbIE MOKas3aTenu npu
BpoXaeHHon LUMBMU [2, 5]:

® aHeMus, TPOMOOLIMTONEHNS (Yalle BbiIIBASETCA Ha 1-1
HeJ *KM3HM, CMOHTaHHO pa3peLlaeTcsl B TEHEHNE HECKOTbKMX
Hedenb), NeNKoNeHus, U30IMPOBaHHAasa HENTPONEHHUS;

® OBbLIWEHNE YPOBHS TpaHCaMWHa3, rMnepounnpyou-
HEMWS 3a CHET KOHbIOMMPOBaHHOM PpaKLnK;

® WU3MEHEHUS Ha HenpocoHorpadun (HCI) — Kanbundm-
KaTbl, MEPUBEHTPUKYASAPHbIE U CyGaNeHANMANbHbIE KUCTHI,
AnnaTtaums xenyaoykos, aHomanmm 6enoro BelecTsa, aTpo-
du1a Kopbl, HapylleHMe Murpaumm ceporo n 6enoro Beule-
CTBa, r’MNonaa3uns Mo3xe4yKa U MO30/IMCTOro TeNa, Mrnepaxo-
reHHOCTb TaflaMyCoB, IEHTUKYNOCTPUapHas BacKynonaTums.

Mpn cybKknuHu4yeckon dopme BpoxKaeHHoON LMBA
Yy HOBOPOX/AEHHOro OTCYTCTBYIOT Cneunduyeckne KanHuye-
CKME W MHCTpYMEeHTaNbHble NpU3HaKKU 3aboneBaHus [2, 6].
[varHo3 yctaHaB/MBaeTCq Ha OCHOBaHWU AaHHbIX fabopa-
TOPHbIX METOAOB WCCNeAO0BaHUSA U HabNoAEHUSA B AUHAMMU-
Ke [2]. OgHaKo y 3Ha4YUTENbHOM YacTu TaKUX AeTen K nony-
rogoBasioMy Bo3pacTy NOCTeneHHO GOpMUPYIOTCS 3afeprKKa
NMCMXOMOTOPHOIO Pa3BWUTUS, HapyleHWe clyXxa U 3peHus
[4, 5, 10].

OTnonornyeckas BepuduKauua auarHo3a MNpoBoOAUTCH
nytem onpegenenns OHK LLMB metogom nonvmepasHowm
uenHon peakuuu (MLP) 1 nccnegoBaHms CbiIBOPOTKM KPOBM
Ha Hannyune cneunduYecKmx aHTUTEN METOAOM MMMYHOdEp-

MeHTHoro aHanusa (M®A). Ans onpepeneHunsa vactuy, AHK
LUMB 1crnonb3ytoT COHY, KPOBb M MOYYy HOBOPOXAEHHOrO,
B3dATble B NepBble 3 Hep Kn3Hu [2, 12]. Nocne 3-HeaenbHoro
Bo3pacTa Mpu BblAeNEHWM BMpyca B AaHHbIX Cpeaax yxe
HeNb3s UCK/oYaTb MHTPaHaTanbHOro IM60 NOCTHATANbHOIO
MHMUMpoBaHusa. Hanbonee cneunduyHbIM U YyBCTBUTENb-
HbIM MaTepuanom ans uccnegosanus MNLUP aBnsgeTcs cntoHa
(6yKKanbHbIM cockob) [10].

C uenbto NpefoTBPaALLEHMS  JIOXKHOMOOKUTENbHbIX
pe3ynbTaToB y [AeTel, HaXoAsfWMXCs Ha rpyaHOM BCKapM-
IMBaHWK, cnefyeT WMCKAYUTb BO3MOXKHOCTb MonafjaHus
B 06paseL, rpyaHOro Mosioka, Mo3ToMy ero B3sTMe Npon3Bo-
oaT yepe3 90 MUH nocne Kopmaenus [2, 5, 8].

MapannenbHO NPOBOAAT CEPOSIOTUYECKYID ANArHOCTUKY.
Hannune cneundunyecknx aHtu-CMV-aHTUTEN — WMMMYHO-
rnobynuHos M (IgM) B nepBble AHW XW3HU CBUAETENLCTBYET
0 TpaHcMnaueHTapHOM MyTW 3apayKeHUs HOBOPOXAEHHOrO,
O[IHaKO Yy YacTun aeten ¢ BpoxaeHHon LUMBW aHTuTena moryt
He BbIIBNATbCA. Crneunduyeckne aHTU-CMV-IgG y HoBO-
POXKAEHHbIX HEPEAKO 0GHaPYKMBAKOTCSH B BbICOKOM TUTPE, HO
nocne 3-HeaenbHOro Bo3pacTta MMEET MECTO €0 CHUMEHME.
OTCYyTCTBME CHWXXEHUS W/WUNW HapacTaHWe TUTpa aHTUTen
(IgG) aBnaeTca KpuTepmUeM AMarHoCTUKK BpoxaeHHoW LIMBH
[2, 6, 13].

K/IMHUYECKUIN NPUMEP

O nauueHTte

HoBopoXaeHHbIM Manb4ynk nepesegeH B BY3 PM
«APKB» Ha o6cnegoBaHWe M le4eHUe Mo NOBOAY BEHTPUKY-
nomeranuu.

M3 aHaMHe3a: pebeHoK oT | 6epeMeHHOCTH, NPOoTEKaB-
lwen Ha GoHe HENPOLMPKYIATOPHON AUCTOHWKU MO TMNOTO-
HUYECKOMY THNY, OCTPOro pecnmMpaTopHoro 3aboneBaHnsa Ha
No34HMX CPOKax 6epeMeHHOCTH, NNaLleHTapHbIX HapyLWweHWNR,
WCTUHHOIO y3na nynoBuHbl. Mame pebeHka 30 neT, cneu-
nounyeckne aHtutena knaccoe M m G K BUpycy NpoCTOro
repneca 1-ro u 2-ro tuna, LLIMB B0 Bpems 6epeMEHHOCTH He
o6HapyeHbl. Poabl B CPOK, €CTECTBEHHbBIM NYTEM, Ha PoHe
nepBuMYHOM cnaboCcTM pPOOOBOM [AEATENbHOCTU, aMHMWOTO-
MWK, poA0oBO36YKaeHNA. COCTOSTHUE NMPU POXKAEHUU CPedHEN
cTeneHn Tsectn. Macca tena — 2880 r, AnvHa Tena —
50 cMm, OKpy*KHOCTb rofioBbl — 33 ¢cM, oLeHKa no APGAR —
7/8 6anoB. 3aKpu4yan nocse TaKTUIbHOW CTUMYNSALMM.
MbILIEYHbIA TOHYC CHUXEH. CAn3uCTble PO30Bble, YUCTbIE.
[onoBa okpyrnon ¢opmbl. Bonbwon pogHmnyok 1,0 x 1,0 cm.
B nerkux ApixaHwe MNpoBOAWMTCH MO BCEM MOASIM, YacToTa
ObixaTenbHbix ABWxeHun (HA44) — 46 B MUHYTY. TOHbI cepala
PUTMUYHbIE, KOMHblE€ MOKPOBbI Ha 1-M MWH 6GneaHO-pPO30-
Bble, Ha 5-1 MMH — pPO30Bble, YNCTblE. HacToTa cepaeyHbIX
coKpaleHun (HCC) — 140 B MUH. PedneKcbl Bbi3biBaOTCS,
HeyeTKkue. uBoT Markuni. Mo gaHHbIM HCI, npu3HaKku yme-
PEHHOIO MOBbLIWEHUSA 3XOrEHHOCTU B MEPUBEHTPUKYASAPHbIX
061acTsX, BEHTPUKYOMEranusa 3aTblIOYHbIX POroB GOKOBbIX
Kenyoo4ykoB crnpaBa — 23 MM, cneBa — 24 MM, nepeaHue
pora — 3 MM. Ha 5-e cyT pebeHOK nepeBeaeH B oTaefeHne
naTosIorMmM HOBOPOXKAEHHbIX BY3 PM «JPKbB».

dusukanbHas gMarHocTMKa

CocTtosHue cpeaHen cteneHn Tsectn. CoceT BanoBaTo,
CaMOCTOSTENbHO, YAEPKMBAET. KOXHble NMOKPOBbLI MKTEPUY-
Hble, LIMaHO3 HOCOryGHOro TPEYrofibHWKAa B MOKOE, Ha KOoXe
nvua, nba — neTexuanbHas CbiMb, HE McYe3atowas npu
HagaBnMBaHUU. Ha ocMoTpe 6ecnoKonTcs, HO 6bICTPO yCno-
KauBaeTtcs. [pn 6ecrnokoncTBe oTMevaeTcs TpeMop noab6o-
poaKa, pyYyeKk. PedneKcbl HeYeTKMe, CrOoHTaHHbIN pednekc
Mopo. Mo BHYTpeHHUM opraHam 6e3 ocobeHHocTen. CTyn
KENTbIN, Nocne KaxKAoro KopMneHuns. MouuTcs 4ocTaTo4qHo.



MpeaBapuTeNnbHbI AUArHo3

OcHOBHoOM: LepebpanbHada nwemnsa 1—2-i cTeneHu, CUH-
POM rMnepBo36yaMMOCTH.

ConyTcTBYOLWMI: HEOHATaNlbHAdA KenTyxa.

AnHamMuKa u ucxopabl

B 1-e cyt rocnutanvsaumm 6b11M NpoBeaeHbl TabopaTtop-
HO-MHCTPYMEHTaslbHble UCCNeaoBaHUsA. B aHanu3ax Kposwu
BbIIB/IEHbI: aHemus (remornobuH — 146 r/n ¢ nocnegyto-
WMM ero CHWXeHueM ao 129 r/n); ypoBeHb TPOMGOLMTOB
NpW NOCTYNJIEHUN HA HUKHEWN rpaHnLe HOpMbl — 195 ThiC.;
runepbunmpybuHeMmns — 0o 146 MKMOb/N ¢ NOCNEeAYIOLUM
CHUXEHWEM A0 79 MKMOJb/1.

Mo HCI (5-e CyT MW3HM): NPU3HaKKW NIerkon aunata-
ummn (puc. 1) 60KOBbLIX Kenyao4yKoB (NnepegHue pora cnesa/
crnpaBa — 4/4 mwm, rnybuHa Ten cnesa/cnpasa — 4/5 MM,
3aTblIoYHbIe pora cneBa/cnpaBa — 20/20 MM, BUCOYHbIE
pora cneBa/cnpasa — 1,5/2 MM), yMEPEHHOTO MOBbILIEHUS
3XOFEHHOCTU B MEPUBEHTPUKYNAPHbLIX 06/1acTaX, MHOMXe-
CTBEHHbIX Cy63aneHAnMasbHbIX NCEBLOKUCT C 06ENX CTOPOH
(pa3mepamn 20 x 9, 20 x 8 MM), MHOXECTBEHHbIX KaNnbLMHa-
TOB B MPOEKLMU NOAKOPKOBbLIX SAEP MEPUBEHTPUKYNSPHBIX
o6nacrtewn, He3pPenocTu CTPYKTYP.

Mpu ynbTpa3BykoBOM uccnegoBaHun (Y3W) cepaua
(5-e cyT )KM3HM) BbiIBNEHa yMepeHHas fleroyHas runep-
TEH3USA (CUCTONMYECKOE AaBNeHWe B JIETOYHOW apTepun —
35 MM pT. CT.), BEeposiTHee BCero, NOCTrMNOKCUYECKOro reHe-
3a. 1o gaHHbIM Y3W opraHoB OPIOLIHOM MOIOCTU U MOYEK
naToNorMM BbISIBNEHO He Oblno. Pe6eHOK KOHCY/IbTUPOBaH
OTONAPUHIONOroM (CNyx B Npeaenax HopMbl) U opTanbmMono-
rom (OU — aHrnonatus ceTyaTku, aHrmocnasm).

Y4yuTbiBasi HEBPOJSIOTMYECKYID CMMMNTOMATUKY M AaHHble
HCI, peweHo o6cnenoBaTbh pebeHka Ha LIMBW. BbinonHeHo
obcnepoBaHne metogom [LUP B Bo3pacte 5 n 7 cyt (cy6-
CTpaT — Mo4a M BGYyKKanbHbIKM COCKOO), NOJly4eHbl ABYKpaT-
Hble NONOXUTeNbHbIe pe3ynbraThl. UPA BbigBUA aHTU-CMV-
aHTuTena IgG (aBugHoctb — 46,58%) u aHTM-CMV IgM
(KoapdUUMEHT No3nTUBHOCTN — 1,95).

Ha oCHOBaHWW KIMHWKO-NAabopPaTOPHbIX W WHCTPY-
MEHTa/bHbIX [AaHHbIX BbICTaBNEH KIMHWUYECKUN AMArHo3
(10-e cyT »KM3HM): BpoxaeHHaa LMBW, maHndectHaa dop-
Ma. ConyTcTBylOlWME AMarHo3bl: LepebpanbHas ulwemus
1-2- CTENEHN, CUHAPOM TMNEepBO36yAMMOCTH, HEOHaTasb-
Has Xentyxa, NepuHaTtanbHOe NoparKeHWe CepaeyHO-cocy-
[MCTON cuUCTEMbl (TPaH3WTOPHasa HeoHaTalbHas nerovyHas
TUNepTeH3uns).

Mocne nonyvyeHus paspeLleHns JIoKkanbHOro aTM4eCKoro
KOMUTETa Ha UCMONb30BaAHME MO KUIHEHHbIM MOKa3aHUAM,

Puc. 1. lnnataumsa 60KOBbIX enyao4yKoB No faHHbIM HCT
Fig. 1. Dilatation of the lateral ventricles as revealed by NSG

.0 808 84N
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Puc. 2. Y3-KapTuHa CTpuapHom BacKynonaTuu
Fig. 2. Ultrasound image of striatal vasculopathy

=

BHE PaMOK 3aperucTpuMpoBaHHbIX MOKasaHui, npenaparta
«aHUMKNOBUP» U 0POpPMAEHUS MaTepbio HPOPMUPOBAHHO-
ro cornacusl Ha seyeHve pebGeHKa NpoBeAeHO 3TMOTPOMHOE
W NaToreHeTM4yecKoe NevyeHne aTuM npenapaTtom U3 pacyeta
6 MI/Kr/CcyT BHYTPUBEHHO, Kypc nevyeHns coctaBun 20 gHeNn.
TakKe 6bl1 NpoBeAeH Kypc n3 5 BBeAeHWM MPOTUBOLUTO-
MeranoBMpPYCHOr0O MMMYHOMNO6YIMHa M3 pacyeta 1 Mr/Kr
BHYTPUBEHHO Kaxzable 48 4. bblo NpogoKeHo cumnToma-
Tuyeckoe nedvenue. Mo gaHHbIM HCI Ha Havano nedveHus:
Y3-npu3HaKu nerkom gunatauunun 3aTbl/I0YHbIX POroB (cneBa/
cnpaBa — 18/18 mMMm), cnaboro noBbILEHUS 3XOreHHOCTH
W KanbLMHATOB B NEPUBEHTPUKYNSPHbLIX 061acTsX, Cy6aneH-
AMMasnbHbIX MCEBAOKUCT C 06enX CTOPOH, CTPMaAPHOM BacKy-
fionatuu 40 CTeneHu KanblLMHATOB (pUC. 2).

Ha ¢doHe KoMnneKcHoM Tepanuun yaanocb 4OOUTLCS MOJIO-
UTENbHOW AMHAMUKM: McYe3Na HeBposnornMvyeckass Cum-
nTomaTuKa; no AaHHbiM HCI, coxpaHanacb Wb KapTUHa
€cnaboro MoBbIWEHNUS IXOMEHHOCTU U KasbLMHATOB B Nepu-
BEHTPUKYNAPHbBIX 061acTsaX, Ccy6aneHaMManbHblX MNceBao-
KWUCT ¢ 06enx CTOPOH, CTPUAPHOM BacKynonatnu 4o CTENEHU
KanbuuHaToB. PebGeHOK 6bl1 BbiNMcaH Yyepe3d 1 mec gomMon
Ha aMO6ynaToOPHO-MOAUKIMHUYECKMI 3Tan HabntogeHus
C peKoMeHAaunaMMu.

Am6ynatopHo, B Bo3pacTte 2,5 Mec, Manb4yuMK MOBTOpP-
HO ocMoTpeH odTanbmonorom (OU — aHrMonatus cetyat-
KW) U OTOpUHONapuHronoromMm (3gopos). bbina npoBegeHa
HCI: npu3Hakn MUHUMaNbHOM Aunataunn nepeaHux poros
(nepegHue pora cnesa/cnpasa — 4,5/4,3 MM, rnybuHa Ten
cnesa/cnpaBa — 4,5/4,3 MM, 3aTbl/l04YHblIe pora cnesa/
cnpaBa — 17/17 mMM), HEGONbLIOIO PaCLIMPEHUSA MENKMO-
NlyllapHOM Wenn Ha BCEM MPOoTaXKeHun (4o 5,5 MM), eaAuHuY-
HbIX MENKMX KalbLMHATOB B MPOEKLMU MOAKOPKOBbLIX A4ep
N MEPUBEHTPUKYAAPHBIX 061aCTSX.

i

MporHos

MporHo3 ans 340pOBbSA, COLMaNbHOM ajanTalun, Ku3-
HU NauMeHTa OTHOCUTENbHO 6aronpuaTHbIM. HeobxoanMmo
aM6ynaTopHoO HabnoaaTh 3a COCTOSTHUEM CryXa, KOHTPOJU-
poBaTtb 3peHUe (perynsapHblii MOHUTOPUHT).

BpemeHHas wKana (cM. puc. 3)

OBCYXAEHUE

B naHHOM HabnoaeHnn MHOULMpoBaHWe pebeHKa npou-
3010 BHYTPUYTPOOHO; MHPEKLIMOHHBIN NPOLLECC Y HOBOPOXK-
AEHHOro HOCKA MaHUDECTHbIV XxapaKTep (YMepeHHas KenTy-
Xa, U3aMmeHeHus Ha HCI, KoxKHble nposiBneHus). BoiaBneHue
cneundunyeckmx aHtuten K LLMB B KpOBM, a TaKKe Bblaesne-
HUE BUpYyCa U3 BYKKaNbHOro cockoba, moyu metogom MMLP
NO3BOSIUAN YCTaHOBUTb BPOXKAEHHbLIN XapaKTep 3abonesa-
HUS. PaHHee Hayano KOMMIEKCHOro fle4eHUs MO3BOANIO
LOBUTLCS MOMOXKUTENbHbBIX pe3dynbraToB. OgHAKO He CTOMT
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Clinical Observations

KnuHuyeckoe HaGnwogeHne

Puc. 3. XpoHonorua pa3sutus 601e3HU, KItoYeBbIE COBbITUS U MPOrHO3
Fig. 3. History of disease development, key events and prognosis

Poxpenve. Mo gaHHbIM HCT:
BEHTPUKyMOMEranisi GOKoBbIX
KemnyoYKOB (3aTbINOYHbIE
pora cnpasa/cnesa —

23124 Mm)

MepeBog 13 popaoma

B «[IPKB».

Mo nabopatopHo-
MHCTPYMEHTanNbHbIM AaHHbIM:
aHemusi, runepbunmpyouHe-
must. Mo gaHHbIM HCT:
NpW3Haky Aunatauum 6okoBbIX
KENyA04KOB, MHOKECTBEHHbIX
cybaneHAnManbHbIX
NCeBAOKUCT ¢ 06eNX CTOPOH
(pa3mepamut 20 x 9 MM,

20 x 8 MM), MHOXECTBEHHbIX
KanbLyHaToB B MPOEKLM
MOAKOPKOBbIX SAEP

MonoxuTenbHble pesynsTaTl
nccneposanus Ha LIMBA
(meTog MNL|P). BoictaBnenune
KIMHW4YECKOro AMarHo3a.

Mo aaHHbIM HCT Ha Havano
TNEYeHs: NPU3HaKN Nerkon
aunartauum 3aTbINoyHbIX POroB
(cnea/cnpaBa — 18/18 mm),
cnaboro noBbILLEHNs
9XOTE€HHOCTM U KarbLMHATOB B
NEPUBEHTPUKYNSAPHBIX
obnactsix, cy6aneranmans-
HbIX NCEBAOKNCT € 0Benx
CTOPOH, CTpUapHoi

Bbinucka naumeHTa.

Mo aaHHbIM HCT': npuaHakm
cnaboro noBbILLEHNs!
9XOTEHHOCTM U KarbLMHaTOB B
NepUBEHTPUKYNSAPHBIX
obnacrsix, cy6aneHanmans-
HbIX NCEBLOKMCT C 0Benx
CTOPOH, CTpUapHoi
BacKynonatv 4o CTenexu
KanbLyHaToB

Am6ynaTopHoe Habntogerme.
Odpranbmonor 1 oTopuHona-
PUHrONOr — 3A0pOB.

Mo paHHbIM HCT': npuaHakm
MUHUMasbHON AunaTaummn
nepesHuUX poroB (NepeaHre
pora cnesa/cnpasa —
4,5/4,3 mm, rnybutHa Ten
cnesa/cnpasa — 4,5/4,3 mm,
3aTbINOYHbIE pora
cnesalcnpasa — 17/17 mwm),
HeBOoMbLUIOTO pactUMpeHs
MEXMONyLIapHOi Lwenv Ha
BCEM MPOTSKEeHUN (10 5,5 MM),
€[MHNYHBIX MEMKNX
KarbLyHaToOB B NPOEKLMN

NepuBEHTPUKYNAPHBLIX BacKynonaTtiu 4o CTeneHn
.« NOAKOPKOBbIX A4ep 1
obnacreit kanbLHaToB
NEPUBEHTPUKYNIAPHBIX
obnacTsix
1 neHb 5 neHb 10 peHb 1 mec 2,5 mec
3ab6biBaTb, 4To LIMBW u4peBaTta pas3BWTMEM OC/IOXKHEHWUH, INFORMED CONSENT

KoTopble umetoT MecTto y 40—-90% 60NbHbIX BPOXKAEHHOWM
LMBW B maHudectHon dopme [1, 4, 13].

Hawnbonee 4yacTto npu maHudecTHOM Gopme BPOKAEHHOM
LLMBW pasBuBaeTtcs HapylleHue cnyxa [9]. CHUKeHue cnyxa
ob6HapyxnBaeTca npumepHo y 50-60% aeten ¢ BPOXKAEH-
Hon LIMBMW, npu atom y 15% oTmevaeTcs yxyaleHne B Mna-
neH4yeckom Bo3pacTe [9]. Jluwb y 20% aetent ¢ BPOXKAEH-
Hor LULMBW pgo nonyrogoBanoro Bo3pacta oOHapyxuBaeTcs
naTofiorua cnyxa, HO AaHHbIM NoKasaTeNb yBennynBaeTcs
no 50% B TeyeHue nepBbix 3 NeT *KM3HU [9]. CTouT oTme-
TUTb, YTO NpPOrpeccupyowas U oTCpPoYeHHas TYroyxocTb He
BbISIBASETCA NPU PYTMHHOM 06CNef0BaHUN HOBOPOXKAEH-
HbIX [2, 8, 9]. Jo 90% aeten ¢ BpoxaeHHon LULMBU nmetoT
HEBPONOrMYECKME HapYLLEeHUS B BUAE 3aJEPXKKKU ncuxope-
4eBOro U YMCTBEHHOI0 pa3BuTUs, GOPMUPOBAHUS CYLOPOK-
HOro cuvHapoma, B Tom 4yucne anunencuun [1, 10]. B otaa-
JIeHHOM nepuoae y ageten ¢ LLMBW BcTpevatloTest HapylweHne
OCTPOTbl 3pEHUS, HUCTArM, Kocornasue, aksodtanom [1, 4].
MpnbnuauntenbHo y 15% aeten perucrpupyercs 4acTuyHas
aTpodusa 3puTenbHOro Hepea, a 'y 9% — nonHas cnenota [1,
2, 13]. He ctouT 3abbiBaTb 0 Apyrux nocneactemax LLIMBH,
Takunx KaKk pedekTbl 3y60B, MoOparKeHWe MNOo4YeK, NeveHw,
nerkumx [1, 3].

3AKJ/TIOMEHUE

Takum 06pa3som, BpoxaeHHas LIMBW octaetcs akty-
afbHOM NpobnemMon B HeoHaTonornu. Ha gaHHbIM MOMEHT
pa3paboTaH anroputM MO BbIABMEHUIO W JIEYEHUIO AaH-
HOM MHODEKLIMN, KOTOPbIN AAEeT MNONOXUTENbHbIE Pe3yNnbTaThl.
OfgHaKo He cTouT 3abbiBaTb 06 OTAANEHHbIX MOCAEACTBUSX
LIMBW, ynensitb 605bll0oe BHUMaHWE AncnaHcepu3aummn qaH-
HbIX NaLMEHTOB.

WHO®OPMUPOBAHHOE COIJIACUE

OT MaMbl NauMeHTa Nosy4eHo NUcbMeHHoe J06POBOJb-
Hoe MHGOPMUPOBAHHOE cornacue Ha NyGanMKaumio onucaHus
KIMHUYECKOro crydyasi B MeAMLIMHCKOM XXypHane, BKJo4Yas
€ro 3M1eKTPOHHYI0 Bepcuto (aaTta noanucanusa 01.04.2020).

Patient’s mother provided a written informed consent for
publication of the description of the case report in a medical
journal including its electronic version (date of signature:
April 1, 2020).
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KOHTpONb U YCTANIOCTb. KaK XUBYT

noapoctku ¢ BUY

HeobxoAnMMOCTb MOCTOSHHOIO KOHTpoOns 3abofeBa-
HUS — OAHa M3 CaMbIX pPacnpoCTpPaHeHHbIX NpobaemM noa-
pocTkoB ¢ BMY. HepgoctaToyHO OoAMH pa3 MoOCeTUTb Bpava
1 onpenennTb NOXU3HEHHYIO CXeMyY fledyeHns 3aboneBaHus.
Mogn ¢ BUY o0693aHbl nocewatb MeAULMHCKUE LIEHTPbI
Karkable HECKONIbKO MeCsLIEB, YTOObI caTb aHanun3bl, onpe-
NIeNnTb BUPYCHYIO HArpy3Ky B opraHuame, nosy4ymTb aHTUpe-
TPOBMpPYCHbIE MpenapaThbl UK CKOPPEKTUPOBaATb cxemy. Mpwu
3TOM BU3WTbI K Bpayy HeNb3s NponycKaTb, TabneTkn Heo6Xxo-
VMO MPUHMMaTb KaxKblM AeHb, YTOObI TEepanuns octaBanacb
abdEKTUBHOM M BUPYC He pa3BuBancs. B cBolo ovepenb,
60NblIOEe KOMMYECTBO MpenapaToB, NPOMNUCAHHbIX BO MHO-
rMX cXxemax, co37aeT AOMOJHUTENbHbIE CIIOXKHOCTU: 3aya-
CTYIO OHW UMEIOT HEMPUATHbLIN BKYC, PEXUM MUTAHUSA CTPOro
noacTtpamMBaeTcs nofa rpaduk nevyeHus. Takne orpaHuUYyeHus
1 3aBMCMMOCTb OT Tepanuun BAKSIOT Ha coLMann3aLmio, Tak
KaK MpWHUMaTb NeKapcTBa B MNPUCYTCTBUM MOCTOPOHHMUX
NOAPOCTKU BOSATCA — 3TO BbI3bIBAET Y OKPYKAIOLLMX BOMPO-
Cbl, HA KOTOpble [eTW He MOryT OTBETUTb M3-3a COKPbITUSA
avarHosa.

Mo coctosfHuio Ha 30 wuoHa 2020 r. B Poccuiickom
depnepaunn 3apernctpmupoBaHo 11523 pebeHka ¢ BUY [1].
B 2020 r. Hekommepyeckuit 6GnaroTBOPUTENbHbIN GOHA
CBeTnaHbl M3amb6aeBon COBMECTHO C MEXAYHAPOAHOM KOM-
naHven IPSOS npu noanep)ke 6Guodapmal,eBTUYECKON
KomnaHuu Gilead Sciences nposen wccnegoBaHve «BUY-

BCE PECMOHAEHTHI,
0,

UCNbITbIBAJIU CJZIOXHOCTHU
MPU NPUEME APBI1

MHOULMPOBaAHHbIE MOLPOCTKM M UX poauTenu: npobnembl
KM3HM C AMarHo3oM» C LeNblo BblAennTb npobaembl BOC-
NPMATUSA guarHosa, nevyeHuns u chbopmyampoBatb NyTM Noa-
nepxKkn BUY-no3nTUBHBIX AeTen U ux poautenen. B konuye-
CTBEHHOM MccnefoBaHuM NpuHanM yyactme 31 nogpocToK
¢ BWY-ctatycom n 30 poautenerr BUY-nonoxuUTENbHbBIX
netent us CaHkr-lNetepbypra, NpKytcka, KasaHu, HuxHero
Hosropopaa, PoctoBa-Ha-[oHy, TonbsaTTu 1 Yobl.

Mo peaynbratam uccnegoBaHns 59% onpoLleHHbIX Nog-
pocTkoB ¢ BUY 1 nx pogutenen oTMETUIN, HTO UCMbITbIBAIOT
T€ WKW UHbIE CNOXHOCTHU, CBA3aHHbIE C aHTUPETPOBUPYCHbI-
Mu npenapatamu (APBI1). OcHoBHasi npo6iema, KOTopyto
BblAENSAOT PECNOHAEHTbI, — HEOOXOAMMOCTb Npuema 60/b-
LIOro KonnyecTBa TabneToK B AeHb. MHOMMe cxembl le4eHus
ans aeten npegnonaratoT NpMMeEHeHWe npenapaTtoB [ABa
pasa B [ieHb, B O4HO 1 TO e Bpems, MHoraa 3a onpegenex-
HOe Bpems A0 UAu nocne enbl.

dta npobnema 0OCOGEHHO aKTyanbHa AN poauTenemn,
T.K. OHM BbIHYXA€EHbl NOCTOSIHHO KOHTPONMpPOBaTh pebeHKa,
y KOTOPOro mno mepe B3POC/IEeHUS BO3HMUKalOT BOMPOCHI,
3a4eM HYXKHbl 3TV fiekapcTBa. MogpocTKoB B 60Mbluew CcTe-
NEeHW BOJIHYET, 4TO MOTYT NOAYMaTb OKPYXKalolwue U Kak nna-
HMPOBAaTb CBOW [ieHb, YTOObI HE MPONYCTUTL MPUEM TabNEeTOK.
Bce 370 BbI3blBAEeT TPEBOrY U He AaeT paccnabutbes. o
daKTy nogpoctkn ¢ BUY+ yacTo nuweHbl onpeaeneHHom
CcBOGOAbI M HE MOTYT }UTb 06bIYHOMN }KU3HbIO, MOCKONbKY BCE

POAUTENMN,
% %

NOJPOCTKM,
%

Heo6xoa1MMo npuHnmaTb 6osblioe
KONMYeCcTBO TaBNEeTOK B A€Hb

Heypo6HO npuHuMaTb npenaparbl
B 06L1eCTBEHHbIX MecTax

HenpusaTHbIM BKYC

Hanunyune no6o4HbIX addeKToB

HyHa nomolb ceMbM, 4TOObI coOb6n04aTh
Tepanuio B NOIHOM 06beme

MpuxoanTCcA NponycKkaTb NpMeM npenapara
W/WAn NPUHUMATBL Npenapar He N0 pacnUcaHuio,
4YTOGbI Y OKPY}KaloWmX He BO3HUKANO BONPOCOB

9 (pebeHOoK) He MOHUMalo (He MOHUMAET),
3a4eM HYXHO NpUHUMaTb 3TV Npenaparb

Bce Heynob6cTBa
I HaunGonee cUNbHbBI AMCKOMPOPT

PecnoHaeHTbl: BUY-uHGUUMpoBaHHbIE
noapocTku (31 ven.), poantenu (30 yen.)

OT peaakuum

BapuaHT 0TBETa Obl/1 NPEeAOCTaB/IEH TO/IbKO POAUTENM
BapuaHT oTBETa Bbl/1 NPEeAOCTaB/IEH TO/IbKO MOJZPOCTKaAM

O — 3Ha4YMMO BbiLLE APYrod rpymnmnbi

CraTbsl BnepBble ony6/1MKOBaHa Ha calTe naaatenbCKoro goma «Pycckui Bpay», B pasaene «<HosocTtw» (https://rusvrach.ru/node/4736).
OfHaKOo y4uTbiBas BaXHOCTb NPOGAEMbI, Mbl COrTacUANCh ony6aMKoBaTb paboTy B HALLIEM XypHane.
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BCE PECMOHAEHTHI,

%

Heyno6¢cTBO XpaHeHus
(HY»XHO XpaHWTb B XONIOAUSIbHUKE)

5 He MoHUMalo, 3a4eM HY)KHO MpUHMMaTh Takoe
KOJIM4ecTBO npenapaToB/TabaeToK B A€Hb

PebeHOK 3abbiBaeT NpuHUMaTh
TabNeTKY PErynsipHoO

Heyno6HbI rpadumK npuema npenapaTtoB

HyKHa nomoLLb MeAULIMHCKUX CneunanmcTos,
4TO06bI COBMOAATL TEPANUIO B NOTHOM 06bemMe

Mpuem npenapatoB MelaeT B3auMoLeNCTBUIO/
06LLEHMIO C APYTMMU NTIOABbMM

He Bcerga ectb B Hanmn4uu
B anTeke/MeAnNLMHCKOM LieHTpe

BbicoKas LeHa npenapaTtos 2

Bce Heyno6cTBa
I HauGonee cunbHbI AUcKoMbOPT

PecnoHaeHTbl: BUY-uHPUUMpPOBaHHbIE
noapocTku (31 yen.), poautenu (30 yen.)

NOAYMHEHO rpadUKy NeYeHUs: B BbIXOAHbIE MPUXOANTCS PaHO
BCTaBaTb, BEYEPOM HYKHO BOBPEMS BEPHYTbCH AOMON —
1 TaK Kaxabln AeHb.

«bblBanM Takne MOMEHTbl, Korga s 3abbiBana goma
neKkapcTBa, yxoguna. M MHe He XoTenocb BO3BpallaTbes
AOMOM», — MoAenunach y4acTHuLa onpoca.

Mo AaHHbIM MccneaoBaHMs, BO3PACT Havana Tepanuu
@HTUPETPOBMPYCHLIMX Mpenapatamu cpeau neTen Bapbu-
pyeTr oT 1 go 12 net B 3aBUCMMOCTM OT MHAMBWUAYaASbHbIX
nctopun 6onesHn. Konnyectso npenapaToB Npu 3TOM yBe-
nnymnBaeTcs BmMecTe ¢ Bo3pactoMm BUY-uHOMUMpOBaHHOro
pebeHKa. Hanpumep, 46% nogpocTKoB B Bo3pacte 5—-14 net
npuHUMatoT 5-7 Tabnetok B AeHb. TakonW pPexuM Hens-
6EXHO MOMET MPUBECTU K YCTANOCTU WU HEKENaHMWIo Mpo-
JoMmkKaTb NleyeHune. PoanTtensiM BaxHO He NponycKaTb Takue
CUTrHanbl — OOBACHUTb PEBEHKY, MOYEMY HYXKHO CO6/Ito-
4aTb PEeXMM, Npu HEOBXOAMMOCTU 06PATUTLCS K NMCUXONOTY,
KOTOPbIA MOMOXET OCMbICAUTb 3Ty UHDOPMALMIO MK PEKO-
MeHAyeT noobwaTtbCa C paBHbIMKW FpynnaMu CBEPCTHWKOB

BCE PECMOHZEHTbI, %

POOUTENMN, NMOAPOCTKMU,
% %
5 7 3
5 5
5 5
3 3 3

BapuaHT oTBeTa 6bl/1 IpefocTaB/ieH TOJIbKO POANUTENISIM
BapuaHT oTBeTa 6bl/1 IPeA0CTaB/IeH TOJIbKO MOAPOCTKaM

o — 3Ha4YMMO BbILLE APYros rpymnrbl

C aHanornyHbiM AuarHo3om. Poautenu peten 6e€3 XpPOHWU-
YyecKunx 3aboneBaHWM CcTaNKMBalOTCA C MNOA0GHLIMM MpPoO-
6neMamu Nulllb MHOrAa — BO BPEMS CE30HHbIX NMPOCTYAHbIX
3ab60/1eBaHU UKW HeanuTenbHOW Tepanuu. YTtobbl y6eauTb
pe6eHKa NUTb BUTaMMWHbI, OHM MOKYNaloT UX B cneLnanbHON
BKycHOW dopme unu B BUae mMapmenaga. B cnydae ¢ BUY
BCE HAMHOIO CNOXHee, BKYCHbIX anbTepHaTUB HET, a NPUEM
NIeKapCTB — 3TO MOXMIHEHHbIN NPoLEecC.

MNepexon Ha 6onee HOBOE MOKONEHUE aHTUPETPOBUPYC-
HbIX NpenapaTtoB, KOMGUHUPOBAHHbIE MpenapaThl, e Becb
KOMIIEKC Tepanuu BKJIOYEH B OAHY TaBNETKY, NPOUCXOAMT,
no ctatucTuKe, nocne 15 net. OKono 58% fgeten B Bo3pac-
Te oT 15 go 19 net yxe NpoxoasaT ie4eHMe Mo CXeme «ofHa
Tabnetka OAMH pa3 B [E€Hb» M OTMevaloT ee ygobCcTBO Mo
CpaBHEHMIO C [IBYXPa30BbiM NpuemMoM. Bo-nepBbiX, HOBblE
pa3paboTKM MO3BONAAT YMEHbLWTbL MNO60YHbIE 3DDEKTDI
W YNYYLUTb KA4YeCcTBO KMU3HU. BO-BTOPbLIX, Tak1e npenapathbl
6onee yaobHbl M pelalT MHOrMe MCUXoNorMyeckue npo-
6NneMbl: HEe HYXXHO OObACHATbL APY3bAM, YTO OHU NMPUHMUMAIOT,

MEPbI KOHTPOJ14

POAUTEUN, % NoAPOCTKMH, %

PerynapHo nocelleHune Bpaya - 49

Mpuem npenapaTtoB Ans Tepanuu 36
CONYTCTBYIOLLMX 3a601eBaHNM

CneumnanbHbIA PEXUM OHSA I 11
MocelleHne ncvxonora I 8
KoHcynbTaums ¢ Bpayom B pEXUME OHNaH I 7

CneuwnanbHas aveta I 3

PecnonpaeHTbl: BUY-uHdunumnpoBaHHble nogpoctku (31 ven.), poautenu (30 yen.)
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Short Report

KpaTtkue coobuieHus

MOXHO CMOKOWHO €34MUTb B JIETHUI flarepb, nocelaTb obpa-
30BaTe/lbHble KPYXKWU W MPOCTO 3a[epKuBaTbCs BEYEPOM

C NPOrynKu.
«MHe ogHa Tabnetka KompopTHa. bbina 6bl Tabnetka pas
B BE UK B HeAento, To 6b110 6bl MPUKOSIbHO», — paccKasan

Y4YaCTHWMK UCCNeaoBaHus.

o cux nop gaHHasa cxema 6blia NpPakTUYEeCKU Hedo-
CTyNHa ANna AeTen mnaglwero Bo3pacTa, KOTOPbIM COXHee
BCEro O6bSACHUTb, MOYEMY HECKONIbKO pa3 B [eHb HeOO6-
XOAMMO MpMHMMaTb 4acTo TFOpbKME Ha BKYC neKapcTsa.
OfHaKo yXKe B 3TOM roy HECKOJIbKO npenapaToB Nogo6HOro
Knacca ¢ NoKasaHWaMu K MPUMEHEHUIO ¢ 6 N1eT peKoMeHa0-
BaHbl K BK/OYEHWIO B NepeyeHb *KU3HEHHO HEO6XOAMMbIX
NleKapcTB, KOTopble 3aKynaeT rocyaapctso, M 6yayT AocTyn-
Hbl ¢ sHBapsa 2021 r. 419 HECOBEPLUIEHHONIETHUX NaLMEHTOB.

OCHOBHbIMW Mepamu KoHTponsa BUY asnstoTca Tepanus
W perynapHoe Ha6nwoaeHue y Bpada. 100% onpoleHHbIX
poauTenen U NoapoCTKOB OTMETW/M, YTO FaBHbLIM CMOCO-
60M KoHTpons 3aboneBaHus asnsetrca npuem APBII, 49%
NoATBEPAMAN BaXHOCTb MOcelleHns Bpada. lMNpu 3aToM He
Be3/[e OpraHu3oBaHa npeaBapuTe/nbHas 3anucb B Meau-
LMHCKME YyYpEXKAEHUS, BPAYU-UHOEKLMOHMUCTBI HacTO MEHS-
loTCS, HE Bcerga BO3MOMXHO HaNaAuTb KOHTAKT W NOMY4YUTb
HeobxoaMmylo MHbOopMaUMIo Mo Tepanuu, o06pasy MKWU3HW.
B HeKoTopbix ropogax CMN/A-UeHTpOB BOBCE HET, NO3TOMY
poauTenu ¢ AeTbMM TpaTaT 3—4 4 Ha Oopory B OAHY CTO-
poHy. KoHcynbTauuMsam € MNCUMXOSIOrOM 3HayeHue npuaatoT

CMUCOK JIUTEPATYPbI / REFERENCE
CnpaBKa: BUY-uHpekumns B Poccuiickoi ®Peaepaummn Ha 30 UOHS
2020 r. depepanbHbii Hay4HO-METOAMYECKUI LIEHTP MO npodu-
nakTuke n 6opbbe co ClMUOom; 2020. [Spravka: VICh-infektsiya v
Rossiiskoi Federatsii na 30 iyunya 2020 g. Federal’nyi nauchno-

Cratbs noctynuna 01.08.2020, npuHaTa K neyatn 30.08.2020

b 8% onpoLleHHbIX — ob6pallaloTes Yale Bcero m3-sa
4yBCTBa BWHbI Nepes pebeHKoM, a TaKkKe 3a NOMOLLbIO, YTO-
Obl NpaBUIbHO pacCcKa3aTb NOAPOCTKY o ero BUY-cratyce.
MccnegoBaHune nokasasno, YTo CoO BceMu npobiemMmamMun poau-
Tenu W OeTU, nosy4valolwme MCUXoNorM4yeckylo NoaaepKKY,
CNpaBnaOTCS Nyylle U CMOKOMHEE, HEeXeNn Te, KTO He Npu-
6eraet K NOMOLLU CNeLuanncToB.

CeetnaHa M3ambaeBa — npeacegatens Hekommep-
yeckoro 6narorBopuTtenbHoro ¢oHaa  «CBeTnaHbl
M3ambaeBoi», Nocon 4O6PON BOIN MEXAYHAPOAHOIO NPOekK-
Ta «TaHUyW pagm XXU3HW», YyneH KooparMHauMOHHOro coBeTa no
BOMpOCaM NoadepPKKN ceMbn 1 aetctea npu O6LecTBEHHOM
nanate Pecny6nuku TaTtapcTaH, 4yneH MexBeaoMCTBEHHOM
Komucenn no BUY/CIMNA npu KabuHeTe MWHUCTPOB
Pecny6nunku TatapcTaH, 4neH <KoHcopLnyma XKEHCKUX Henpa-
BUTENbCTBEHHbIX 006beAuHeHUn Poccuiickon Pepepaunn»,
pervoHanbHbliM NpeacTaBuTens BcepoccnicKoro obule-
CTBEHHOro aBuxeHuss «Matepu Poccum». MuBetr ¢ BUY-
crtatycom 15 ner.

Lenbto doHaa aBnAOTCA OcyllecTBNeHne 6naroTBopu-
TeNbHOM [OesaTeNnbHOCTM B cdepe nponaraHabl 340pOBOro
ob6pasa XW3HU, couMnanbHO-IKOHOMUYECKON OEeATENbHOCTH,
3allMTbl NpaB rpaxkaaH, KynbTypbl, UCKyCCTBa, OpraH1M3aLum
nocyra aeten n MONoAeXU; OKa3daHue matepranbHOM U MHOM
NMOMOLLM BCEM KaTeropmam colmanbHO He3alMLWEHHbIX UL
HEe3aBMCUMO OT WX HaLMOHaNbHOCTM, FpayJaHCTBa, BeEpPO-
ncrnoBeaaHus.

metodicheskii tsentr po profilaktike i bor'be so SPIDomx 2020.
(In Russ).] AdoctynHo no: http://www.hivrussia.info/wp-content/
uploads/2020/07 /Spravka-VICH-v-Rossii-1-polugodie-2020.pdf.
Ccblnika aktnBHa Ha 20.09.2020.

The article was submitted 01,/08/2020, accepted for publication 30/08/2020
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Te3ucbl yyactTHUMKOB X BcepoccumncKoun
Hay4YHO-NMPaKTU4YEeCKOU CTYleHYEeCKOH
KoHbepeHUuUn <Ma3ypuHCKHUE YTEHUSRA.

Yactb 1

OT pepakuuu: 26 Hos6pa B PHUMY um. H.WU. NMuporosa npowna exerogHasa X Bcepoccnnckaa Hay4yHO-NpakTu4ecKas
CTyAeH4YecKas KOHbepeHUMs NaMaTK 3aBeaytowero Kabeapon NnponeaeBTUKM AETCKMX 601e3HeEN NeamaTpruyeckoro darynb-
TeTa AHapesa BnagummnpoBurya MasypuHa — «Ma3ypuHCKUE HYTEHUS».

KnuHunyeckuu cnyyam segeHUsa Nno3gHero HeOHOLWEeHHOoro

HOBOPOXAEHHOIro B yCJIOBUAX BTOPOIo 3Tana BbiIXaxKUuBaHUA

AnaBeppasH 0.0., ManyyapsH M.B., UGparumoBa [.H., KogxaeBa A.P.
Hay4Hbi# pykoBoauTenb: CapKucsH E.A., K.M.H., JOLEHT

HrAQY BO «Poccunckumn HaumoHanbHbiM MccnegoBaTenbckui MeanmumHckmuii YHuBepcuTeT nm. H.U. Muporosav,

MockBa, Poccuitckas Pepepaumsa

'BY3 «[leTckas ropofckas KinMHu4eckasa 6onbHULA N2 9 nm. I H. CnepaHckoro JM3», MocKkBa, PoccuiicKas

depnepaumns

AKTyanbHOCTb. B nocnegHee BpemMs Kak B OTEYECTBEH-
HOW, TaK U B MMPOBOM HEOHATONOMMKN 0co60e MECTO 3aHu-
MaeT udyyeHune npobaem 3a601eBAEMOCTU U BbiXarKUBaHUS
No34HUX HEeJOHOLLEHHbIX AeTen. B 3apybexkHon nutepartype
WX TaKXXe BKIOYaloT B rpynny 6/IM3KMX K JOHOWEHHbIM. OHK
poXKaalTes npu cpoke 6epeMeHHocTM oT 34 go 37 Heq
(36 Hea 23 4, 59 MuKH, 59 ¢), UMEIOT CpaBHUTENLHO Pa3BU-
Tyt0 cypdaKTaHTHYIO cUCTEMY, PSA NMCUMXOHEBPOIOTUYECKUX,
MOPPOPYHKLMOHANbHbIX OCOGEHHOCTEN; 6Gonee 3penble
No CpPaBHEHMWIO C MYGOKO HEAOHOLWEHHbIMW, OAHAKO OTAK-
4aloTca OT 3[10POBbIX AOHOLLEHHbIX AeTeN. PecnupaTopHbiv
AWCTPECC-CMHAPOM Yy MNO3AHUX HEAOHOLWEHHbIX HOBO-
poxaeHHbix (PACH) pasBuBaeTcs npu KOJMYECTBEHHbLIM
neduumnte cypdakrtaHTa U Yale y OeTen OoT martepeun, He
NOMIYYMBLUMX aHTeHaTaNbHyl0 MPOGUNAKTUKY CTeponaamu.
Mpeapacnonaraolmmm GakTopamm poXKAEHU HEAOHOLLEH-
HbIX A€TEN ABNAOTCA BHYTPUYTPOOHbIE MHPEKLNN, YCyryons-
folMEe TMMOKCHUYECKME N3MEHEHMS B MO3IFOBOM BELLECTBE.
Bcnencterve nepuHaTtanbHbIX MOPaXKEHUM LIEHTPanbHOM
HepBHoM cucTteMbl (LLHC) pa3BunBatoTcs OTKIIOHEHUS, NPUBO-
AsIlLMe K pa3BUTHIO NCUXMYECKU U GUBNYECKM HEMOHOLEH-
Horo pebeHKa. [pyaHOe MOJIOKO M paHHee Havyano rpyaHoro
BCKapM/IMBaHUS YMEHbLUAIOT BO3MOXHOCTb Pa3BUTUS Hap-
KOTU3UPYIOLLEro 3HTEPOKONUTa. PeTanbHble KOMMYHUKaLMK
y TaKUX AEeTeN OCTaloTCH OTKPbITbIMKM B TeyeHue 1-ro roga
XU3HU. Pa3BuTME MHODEKUMOHHOro npouecca, npuBoas-
wee K PyHKLMOHaNbHbIM U METABONMYECKUM HaPYLLEHWUAM,
MOTYT Bbl3BaTb HapyleHUs GYyHKLUK cepaeyHo-CoCyanucTomn
CUCTEMDI.

KnuHuyeckun cnyvan. [eBoyka K., 3-U CyT KW3HMW,
noctynuna B oTAeNeHne 2-ro atana BblXaXKUBaHUS B TsKe-
JIOM COCTOSIHUM C KIIMHWKOM [blXaTeflbHbIX PacCTPOWCTB,
WHPEKLIMOHHOIo TOKCMKO3a, HEBPOJSIOrMYECKON cMMMTOMa-
TUKOWM CUHAPOMA YrHETEHMS.

M3 aHamHe3a: pebeHOoK OT 3-11 6epeMEHHOCTH, 2-X pOAoB
(1 — meauuMnHCKMI abopT), NpoTeKaBLen Ha GoHe yrposbl
npepbiBaHUa BO 2-M TpumecTpe. Poabl onepaTtuBHble, Npe-

OeBpeMeHHble, Ha 34-i Hepn (TMNOKCUS nnoda, npexae-
BpPEMeHHasi 0TC/IoMKa HopMasibHO PacnoNOXKEHHON nNaaLeH-
Tbl). AHTEHaTanbHasa npodunaktuka PAC He npoBoaunace.
Macca tena npu poxaeHun — 2440 r, anvHa Tena — 47 cwm,
APGAR — 7 /7 6annos. COCTOSIHME NPU POXKAEHUM OLIEHUBA-
NOCb KaK TaXenoe 3a CYeT CUMMTOMOB AblXxaTeflbHOM Heao-
CTaTOYHOCTU (BTSXKEHWE YCTYNYMBBLIX MECT FPYAHOM KNETKM,
yaa — 80/MuH, no wkane CunbBepmaHa — 6-7 6an-
N10B, 60NbLIOE KOMMYECTBO KPEMUTUPYIOLUX XPUMOB), pUCKa
peanusaumMm BHYTPUYTPOOGHOW MHDeKunn (BYWU), HeBpono-
TMYECKOM CUMMTOMATUKM B BMAE CUHAPOMA YrHETEHUS.
MpoBoaunacb HeMHBa3WBHAs MCKYCCTBEHHAs BEHTUAALMS
NEerknx ¢ nocnegywmnm nepexogoM Ha pPecnupaTopHylo
NOAAEPHKKY C MONOXKUTENbHBIM JAaBNEHMEM B [bIXaTeNbHbIX
nytax (NnCPAP)+6,0 0o 2-X CYT *W3HMW.

YuuTbiBas HannMyme BblpaxKeHHbIX MPU3HAKOB AblxaTesb-
HOW HeOCTaTOYHOCTHU, KUCNOPOAHYO 3aBUCUMOCTb, aHHbIe
peHTreHonorn4yeckoro oécnegosanua (PACH), BbinosiHEHa
3aMecTUTeNbHas Tepanna cypdaKkTaHToOM (NopaKTaHT anbda
200 wmr/kKr). CoctosiHMe pebeHKa C ynydlleHueMm, OAHaKo
OTMeYaeTcsi HapacTaHWe NPU3HAKOB MHPEKLIMOHHOMO Mpo-
Lecca: HapacTaHWe CMHAPOMa YrHETEHUS, BANIOCTb, MbllLeY-
Has TMNOTOHWS, CHMXKEHWE DU3MONOrnyYecKmx pedneKcos,
CEPO-3EMJIUCTLIN OTTEHOK KOMXHbIX MOKPOBOB C BblpaXeH-
HbIM MPaMOPHbIM PUCYHKOM, Hanuyine nepopasnbHoro uua-
HO3a MpuW HarpysKe, ayCKyA1bTaTUBHO MPUIYLIEHUE U Hapy-
WeHWe PUTMUYHOCTHU CcepieYHbIX TOHOB.

PesynbraTthl 06cnefoBaHus: B KIWMHUYECKOM aHanuse
KPOBM — aHemusl, NEeNKOLMTO3; B KIMHUYECKOM aHanuse
MOYM — remMaTypus, NeRKOLUTYPUS, LMAUHAPYPHS; BUOXK-
MWYECKUN aHanM3 KPoBW — Henpsamas runepounmnpybuHe-
MWs, noBblleHne C-peakTUBHOro 6enKka. PeHTreHorpadusa
OpPraHoB TrpPyAHON KNETKM — MPU3HaKKM pPecrnmpaTtopHoOro
anctpecc-cuHapoma. 3K — npeobnagaHve noTeHuMa-
JIOB MpaBoOro xenyaoyka, U3MeHeHUs B MuoKapge. Holter-
nccnegoBaHMe — CUHYCOBbIVE PUTM, PErMCTPUPYIOTCA OAM-
HOYHblE HaKeNnyao4YKOBble 3KCTPACUCTONbI C 3Nn3ogamu
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OUreMUHUN N TpUreMmnHuun. IXoKT: OTKpbITOE OBaNbHOE OKHO
(2,3 MM) co c6pocoM KpoBM cneBa HanpaBo. KoHcynbTaums
HeBpoJiora: rMNOKCUYECKU-UemMmnYeckoe nopaxexHune LIHC.
CunHApOM BereTaTMBHbIX HapylweHun. OcmoTp odTab-
Mofiora: rpynna pucka Nno pasBUTUIO PeTUHOMNaTUM Hepo-
HOLLIEHHbIX.

YunTbiBas KIAMHUYECKYID CUMMMTOMATUKY AblXaTeNbHbIX
paccTpomncTB, MHPEKLMOHHOIO TOKCWMKO3a, HEBpPOOruye-
CKYIO CMMMTOMATUKY CMHAPOMA YrHETEeHWs, AaHHble 06b-
E€KTUMBHOIr0 MCCNnefoBaHWs, MOCTaBNEH CnefyloWwmnin KIUHK-
yeckun anarHos. 1. CMHAPOM [AbiXxaTeflbHbIX PaCCTPOWUCTB.
BYW. NHpeKkuusa moueBbiBOASWMX MNyTen. 2. HapyweHne
cepaevyHoro putma (CynpaBeHTPUKYNSpPHAs 3KCTPacuCTo-
nmsg). 000 — 2,3 MM. HapylieHne KpoBoobpaueHusa O cTe-
neHn. OcnoxHeHue: [bixaTenbHas HegoctaToyHocTb O-—1.
ConyTcTBYIOLWMI: TMMNOKCUYECKU-UILEMUYECKOE MOpaxKeHue
LLeHTpanbHOM HEPBHOW CUCTEMBI. HeoHaTanbHas runepounu-
pybrHemus. PaHHAS aHeMUS HeoHOoLWeHHbIX. KaHanaosHoe
nopaKeHWe KOXKHbIX MOKPOBOB. PUCK pa3BWTUA peTuHoNa-
TUW HeJOHOWeEHHbIX. HegoHoweHHocTb 34 Hep.

BckapmnuBaHue pebeHKa — TrpyaHOE, CLUEMKEHHbIM
HaTUBHbLIM MOJIOKOM MaTepu. [onyyaemoe neyeHune BKIoYa-
N10: NpaBUNbHO OPraHW30BaHHbIK Ne4eBbHO-0XPaHUTENbHbIN

PEXUM, aHTMOaKTEpPUanbHYl0 Tepanuio COracHO 4yBCTBM-
TENbHOCTWU BbISIBIEHHBIX MWUKPO6GOB, MPOTUBOTrPUOKOBYIO,
aHTUreMopparMyeckyto, MHransuMoHHyo, GoTo- U CUMNTO-
MaTu4eckylo Tepanuio. Ha ¢oHe npoBoaAMMON Tepanuu
COCTOSIHME pebeHKa C MONOXKUTENbHOW AWHAMWKOW, MpwU-
3HAKOB AblXaTe/bHON HefOCTaTOYHOCTU U MHOEKLMOHHOIO
TOKCMKO3a HET, oTMeYaeTcs npubaBKa B Bece. Pe6eHOK 6bi
BbiNMcaH Ha 20-N AeHb XW3HW OOMOW B YAOBNETBOPUTENb-
HOM COCTOSIHMM NnoA aMbynaTopHO-MONMKIMHUYECKOE Beje-
HWe NnauneHTa B COOTBETCTBMM C PEKOMEHJALMAMM.

3aknoyeHne. Taknum o6pa3oM, Y MNO3AHUX HEOOHO-
WEHHbIX AeTer NPUCYTCTBYIOT GaKTUYECKW BCE OCHOBHblE
NaToNorMyeckne COCTOSIHWUSA, CBOMCTBEHHbIE HeOHaTaslbHO-
My nepuoay. AHTeHaTanbHas npoduNakTMKa pecnupartop-
HOro AMCTPEecC-CMHAPOMA, PaHHWE U MPaBUIbHO OpPraHM30-
BaHHble /1e4eBHO-NPOPUNaKTUYECKNE MEPONPUATUS cpasy
nocne poXaeHus, CBOEBPEMEHHAs AMArHOCTUKa U KOPPEKT-
HO€ fleYeHne € UCNOb30BaHMEM COBPEMEHHLIX MPOTOKOOB,
YYUTbIBAs BO3MOXHOCTb Pa3BUTUS pasHbIX naTtonorui ans
3TOro0 BO3pacTa, MpaBUibHOE WX HabnogeHWe U BefeHue
B MOCTHaTaNbHOM Mepuoje SBASIOTCS 3a/10roM yMeHbLIEHUS
LNUTENBHOCTU FOCNMUTaNM3aLmMK U B JaNbHENLLIEN MHBaNUAau-
3auUMn NoapacTatoLLero NOKONEHUS.

NMo3aHAA AUarHoCTUKa BpoXXAeHHOU Tpomoodunum

BborayeBa B.M., A6gueBa K.E.

HayuHbi pykoBoauTenb: JlapuHa J1.E., K.M.H., AOLEHT

PrA0Y BO «Poccuincknin HaumoHanbHbIM UccnepoBatenbckuit MeanumHekum YunsepeuteT um. H.W. Muporosa», MocKBea,

Poccuiickas degepaums

AKTyanbHOCTb. [eMaToreHHas (BpOrKAeHHasi) Tpomoodu-
A NpeacTaBaseT cOB0M CKIOHHOCTb K PasBUTUIO peLnau-
BUPYOLWKMX TPOMBO30B, NPU KOTOpPOKN onpeagenserca aedbuumT
€CTEeCTBEHHbIX aHTUKOarynsiHToB. BO3MOMEeH OTArowWweHHbIV
CEMEWHbIM aHaMHe3 No cepaeyHO-CoCyAMCTbIM 3a60eBaHNAM:
MHbAPKT MUOKapaa, UWEMUYECKUA MHCYNLT M T.N. Takxke ang
reMaToreHHon TPoMOoPUINKN XapaKTEPHO HOCUTENbCTBO MHO-
YKECTBEHHbIX MPOTPOMOBOTUYECKMX MOAUMOPPUIMOB, Hanpu-
Mep mMyTaumu reHoB Fll, FV (baktop JlenaeHa), PAI-1 v ap.

MpoTpoM6BUH (KoarynsaunoHHbIM daktop Il) aBnseTcs
cyb6cTpaTtoM Ana ob6pasoBaHus TPoMOMHa, KOTOPbIM KaTa-
nm3unpyet obpaszoBaHue U3 GpuUOpPMHA OCHOBbLI TpoMmba.
Monumopdunam reHa Fll NpuBOANT K €ro NOBbILLEHHON 3KC-
npeccun 1 yBenminuBaeT pUCK TpoMbo3a. [eTepo3nroTHbIMM
HOCUTENSIMM FeHa aABnsaTca 2—3% npeactaBUTENEN €Bpo-
NEenCcKou pachl.

dakTop V aKTUBUpPYET o6pa3oBaHMe TPOMOUHA M3 Mpo-
TpomOuHa. ToyeyHaa MyTauus reHa FV npuagaeTr ycTonyu-
BOCTb aKTMBHOW popme dakTopa JlenaeHa K pacuiennstolle-
My AENCTBUMIO NpoTenHa C, 4TO MPUBOAWT K TMNepKoarynaumu.
YacTtoTa BCTpeyaeMocTu B nonynaumm — 2—6%.

benok PAI-1 MHrM6upyeT aKTMBHOCTb TKAHEBOIO aKTu-
BaTopa nJa3MWHOreHa, oTBevyatwouwero 3a obpa3oBaHue
naasmuHa, 1, cnegoBaTenibHO, nogasnsetr GnbpuHonna. Ero
MyTauusi MPUBOAUT K YBENMYEHUIO €r0 3KCMPECCUU, a TaKKe
K MOHMMXEHUIO YPOBHS MNa3dMMHa U YMEHbLUEHWUIO CKOPOCTH
npoTteonnsa GpubpPUHOBOro CrycTKa.

KnuHuyeckun cnyyaim. MauyueHt P, 17 net, noctynun
B MOpPO30BCKYIO AETCKYD FOPOACKYK KIMHUYECKYK 60/ib-
Huuy (MATKB) ¢ »anobamu Ha TAHywmMe 60nM B obnactu
KpecTua, uppaguupyrowume no 3agHen noBepxHOCTU 1eBOro
6eapa, OTEK JIEBON HOTW.

AHamMHe3 »KM3HW: paHHee pa3BuTME NO BO3PacTy.
MpodurnakTnyeckne NpuMBMBKKM Mo HauMOHaNbHOMY KaneH-
fapto. AnneproaHamHes: MOMIMHO3.

26.04.2019 onepupoBaH B ANKB um. dunatoBa no
nosoay octporo ¢baerMoHo3Horo anneHauumra. 01.05.2019
BbIMUCaH B CTabUbHOM COCTOSIHUW. B TOT e [AeHb nosiBu-
nncb 601K B NeBOW Srogn4yHon obnacty, obnactu KpecT-
ua. 04.05.2019 B cBAA3K C ycuneHMem 60sen, MellaoWwmnm
HOPMabHOWN XU3HeaesdaTeNbHOCTH, obpatunca B AMKB um.
dunatosa, rae 6bina NpoBeAeHa ynbTpa3ByKkoBas fgonrnse-
porpadus (Y3I) noaB3aoLWHbIX COCYAOB, MO pe3ynbratam
KOTOpOM BbIABUIN TPOMOGO3 NeBOW MNOAB3AOLHON BEHbDI.
[ocnutanuanposaH B MAIKBE.

[Mpn ocMoTpe: OTEK MSAMKMX TKAHEN NeBOW HOMM pasHuua
OKpy*KHOCTeN A0 4 cM. 06.05.2019 no gaHHbIM Y3l cocy-
[I0B HWHUX KOHEYHOCTEW: CreBa HapyXHas noaB3aoLHas,
obuwas 6eapeHHas (OBB), BepxHas MOJOBUHA NOBEPXHOCT-
Hon 6eapeHHon (MNBB), rny6okon 6eaHon (FEB), 6onbluon
noaKoxHom BeH (BIB) pacwupeHbl, NPOCBET OKKNO3UOHHO
3anoflHeH HEOAHOPOAHbIMM TPOMOOTUYECKMMM MaccaMmu,
KPOBOTOK He onpeaensiercs. B Koarynorpamme noBbilWeHWe
O-onmepa — 2060,5 Hr/mn (0,0-230,0 Hr/mn), AHTB —
55,4 ¢ n cHWKeHue npoTpoMbUHOBOro nHaekca (MNTHU) —
65,0% Ha ¢oHe aHTUKOoaryassHTHOW Tepanuu, CHUMXKEHUEe
ypOBHS npotenHa S — 36%, npotenHa C — 55%, aHTU-Xa-
aktuBHocTb — 0,38 E/mn. OTpuuaTenbHble npsmas npoba
Kym6ca n BONYaAHOYHbIM @HTUKOArynsaHT UCK/IOYAOT aHTU-
dochonmMnnaHblii CUHAPOM.

Mo pe3ynbrataM reHeTMYecKoro McciaefoBaHusa y nauu-
€eHTa 06HapyKeHbl reTepo3nroTHble MyTaunn FV Leiden (reH
dakTopa V), G20210A B reHe npotpombuHa (dartop Il),
4G/5G B reHe PAI-1 (reH uHrmébuTopa aktMBatopa ninasmu-
HoreHa-1), G29926C B reHe THBS (reH Tpom60ocnoHanHa-4),
C807T B reHe Gpla (reH rnukonpoteuHa lll). AHanornyHole
MyTaLnn 6611 06HapYKEHbI B reHOMe MaTtepu pebeHKa, Y4To
NoATBEPANIO HAcNeACTBEHHbIN XapaKTep 3aboneBaHms.

B cBfi3n C AaHHbIMW pe3ynbTaTtaMy MOCTaBNEH OKOH-
yaTenbHbIM AMArHo3: remaTtoreHHas Tpombodounus (oedu-



LUMT €CTECTBEHHbIX aHTUKOaryasHToB — npotenHoB S u C,
HaNMYne MHOMXKECTBEHHbLIX MPOTPOMOOTUYECKMX MOAMMOP-
GM3MOB, B TOM 4YUCNEe FreTePO3UrOTHbIX MyTaLMi GaKTopoB
Il v V (JlengeH), nHrmbuTOpa aKTMBaTopa niasmMuMHOreHa).
OcnoxHeHne: NeBOCTOPOHHUM uneodemMopasbHbli BEHO3-
HbIM TPOM603.

JleyeHune: renapuvH C yBenuMyeHuem [o03bl OT 18
no 30 E[l/kr/4 HenpepbiBHOM UHPY3nen ao 20.05, KOHLEH-
TpaTt aHTUTpom6MHa Il 1000 E[ B/B cTpynHO N2 5 — 11, 14,
16, 18, 20.05; KoHueHTpaT npoTenHa CB/B cTpyrnHo 1500 E]
Ne 2 — 22 n 24.05, pantenapuH HaTpua 10000 EA x 2 p/Aa
n/k 20 n 21.05, HagponapuH Kanbums 11400 EJ x 2 p/A
22-24.05. B KOHTpONbHOM Koarynorpamme nocne npose-
[eHHoro nevyenus: -aumep — 1701,5 Hr/mn (0,0-230,0 Hr/
mn), AHTB — 63,8 ¢, MTU — 59,0%, npoTenH S — 32,8%, npo-
TenH C — 62%, aHTU-Xa-aKkTMBHOCTb renapuHa — 1,13 E/mn
(AOCTUrHYT LeneBon ypoBeHb). Ha nosTopHOoM Y3/[I oTme-
yanocb Hayano pekaHanusauuun Tpomba. C NoNOKUTENbHOM
AWHAMMWKOM BbINUCaH AOMOM B yA0BNETBOPUTENIbHOM COCTO-
AHWWM NnoA HabnoaeHne neaguaTpa, remartonora, Kapauonora
Mo MECTY XXWUTeNbCTBA Ha aHTUKOArynsaHTHOM Tepanuun B Buae
fantenapuHa Hatpmsa 10000 E[l unun HagponapuHa KanbLng
11700 EAl (pasoBas ao3a) 2 p/a n/K He MeHee 3 Mec noj
KOHTPO/IEM YPOBHS @HTU-Xa-aKTUBHOCTU (LeneBble 3Have-
Hua 0,5-1,2 EQ/mn).

Mpn nocnepywowen rocnuTanu3aunnM B KOHLE MIOHS
2019 r. oTMeYancs yMepeHHbI OTEK MATKUX TKaHeW NeBown
rofiEHN, pa3HuLLa OKpYXHocTen ao 2,5 cm. B Koarynorpamme
cogepxaHue A-aumepa — 371,5 Hr/mA, npotenH C — 88%,
aHTU-Xa-aKTMBHOCTb renapuvHa — 1,31 E/mn. Y3l H1xKHen
KOHe4YHocTHn oT 27.06.19: OEB Huxe cadbeHodbemopanbHOro

coyctba (CPC), BB — pekaHanusauuns 80-90%, NbB —
B BEpPXHEW MonoBMHE peKaHannsauusa 5—-20%, B HUMKHEN
NONOBUHE — OKKJO3US; NogKoneHHas BeHa (MB) — pekaHa-
nmn3daumsa 5-10%, 3agHas 6onbwebepuoBas BeHa (36bB) —
OKK/IO3MOHHO 3anojlHeHa TPOMOGOTUYECKMMKU Maccamu,
HUMKHSAS TpeTb — peKaHanusaunsg 90-95%.

Mo cpaBHeHMIO ¢ nccnegoBaHnem 21.05 BuaHa NONOXKMU-
TeNnbHaa AMHamuKa. MNpogonKeHo neyeHwe HagponapuHoOM
Kanbumna 11700 EQ x 2 p/a n/K.

Ha momeHT nnaHoBon rocnutanu3aunn 13.11.2019 pas-
HUL@ OKPYXXHOCTU roneHen coctasuna o 2 cm. o pesynb-
Tatam Koarynorpammbl: [-aumep coctaBun 19,0 Hr/mn,
npotenH C — 83%, aHTU-Xa-aKTMBHOCTb AOCTUIa LeneBoro
3HayeHnsa. Y3l HWMKHUX KOHEeYyHoCcTen: axorpaduyeckue
NPU3HaKKN OKKJTKO3MOHHOIo TPoM603a Hapy*KHOW NOAB3AO0LL-
How BeHbl, OBB, MNMBB, 6B, BI1B, MNB, 3E6B cnesa, Yactny-
Has peKkaHanu3dauwusa. Mo CpaBHEHUIO C WCCNeAOBaHWEM
27.06 nonoxutenbHas AuMHamuKa. [MpoaonKeHo nedvyeHue
HagponapuHom Kanbuusa 11700 EA x 2 p/a n/K.

3aknioyeHue. B 3aK1l04eHNE MOXKHO CKa3aTb, YTO OTHArO-
LLIEHHbIX FEHETUYECKUI aHaMHe3 No mMyTaumam reHoB FV (daK-
Top JlengeHa), Fll, PAI-1 B coyeTaHum ¢ AedULMTOM NPOTEUHOB
C v S NpUBOANT K PUCKY HapyLIEHUS PEOIOTUK KPOBU M TPOM-
6006pa3oBaHUs MpU HaMYUU TPUITEpPHOro ¢akxTopa, KOoTo-
pbiM B A@HHOM ciyvyae SBWaCS GNEerMOHO3HbIA anmneHAnLMT
W nocnegytwouiee onepaTtMBHoe BMeLIATENbCTBO. PaHHAS ana-
FHOCTWMKa TPOMGOPUINM OYEHb BaXKHa, TaK KaK MPEBEHTUBHbIE
Mepbl U CBOEBPEMEHHO HayaTas Tepanus MOryT npeaoTspa-
TUTb pa3BuUTHE TPOMOO3a. TaKKe TakMM nauueHTam cneayet
Y4YUTbIBaTb CEMENHbIN XapaKTep AaHHOro 3abosieBaHns B Cy-
yae 06HapYXEHUN CXOXKMUX Kanob y 6/IM3KMUX POACTBEHHUKOB.

KnuHuyeckuu cnyyam Bnepeble AUarHoCTUPOBaAHHOM
TAXeN0oMn uauornatu4yecKom TpPoMOOLUTONEHUYECKOU Nypnypbl

y nauuveHTta 12 ner

BoaoBa A.B.
Hay4Hbi# pykoBoauTenb: JleoHTbeB M.A., K.M.H.

®IAQY BO «Poccunckun HaumoHanbHbin UccnegoBatenbckun MeanumHekuin YansepceuteT um. H.U. Muporosa», MocKBa,

Poccuiickaa degepauus

rBY3 «Mopo30BcKas eTcKas ropocKas KIMHWYecKas 6onbHuLa [lenapTameHTa 3apaBooxpaHeHns ropoaa MocKBbI»,

MockBa, Poccuickaa Penepauus

AKTyanbHOCTb. Manonatuyeckas TpomMbGoLuuToneHunye-
cKkas nypnypa (UTIM) — ato ayToMMMyHHOe 3abosieBaHue,
06ycnoBneHHOe BblpabOTKOM aHTUTEN K CTPYKTypaMm MeM-
6paHbl TPOMOOLIMTOB U MX NpeawecTBEHHUKOB Merakapmo-
umtoB. 3abonesaemocTtb UTI B mupe coctasnser 1,6-3,9
Ha 100000 HaceneHus B rod, 1nu Mmonoxe 20 net oHa nopa-
aeT He 6onee yem B 24% cny4vaeB. Y geten nogo6Hoe 3abo-
NeBaHuWe 4YacTo pa3BMBAETCS OCTPO, MPOSBASETCS remop-
parM4ecknm CUMHAPOMOM Pa3HOM CTEMEHW BblPaKEHHOCTH,
C NPENMYLLECTBEHHOM JIOKaNM3aLneN NETEXUN U IKXMMO30B
Ha KOXe M CMM3UCTbIX 060/104Kax. HactoTa KMU3HeYrpoxato-
LMX KPOBOTEYEHUN (cybapaxHouaanbHble KPOBOMU3IUAHUSA)
npu UTI He npeBbiwaeT 0,5%.

KnuHunyeckuit cnyyai. 31.01.2020 B 00:14 B npuemHoe
otaeneHne MOpPO30BCKOM AETCKOM FOPOACKOM KIMHUYECKOM
60NbHULbI NOCTYNMA NauueHT [., 12 neT, ¢ )anobamu Ha
remopparuyeckyto cbinb Ha Tene. Octpo 3abonen 29.01.2020
BeYepoM: MosiBUnacb cnaboCTb U Cbillb Ha HOrax W CruHe,
K BeyYyepy pacnpocTpaHuBLUAsCH Ha BEPXHUE KOHEYHOCTM.
30.01.2020 o6palianvcb B NOAMKINMHUKY MO MECTY KUTENb-
CTBa, PEKOMeHJ0BaHa KOHCynbTauusa rematonora. B tepanuu

nosnyyan: ackopbuHoBas KMcnoTa+pyTmH no 1 1ab6. x 3 p/g —
1 peHb, uetmpmaund no 1 1ab. x 1 p/a. Ha ocHoBaHWM AaHHbIX
KIMHWYecKoro aHanmsa Kposu (OAK) (KonnyectBo Tpom6o-
umtoB 5x109/1) U KNIMHNYECKON KapTWHbl 3a6oneBaHus 6bin
BbICTaBNEH NpeaBapuTenbHbIR AvarHos «MauvonatuyecKkas
TpomGoLMTONEHNYEeCKaa nypnypar. Y4uTbiBas OTCyTCTBUE
Hapy*KHbIX KPOBOTEYEHWW, Ha3HayeHa Hecneunduyeckas
remoctaTuyecKkasa Tepanus: atamaunatr 250 mr x 3 p/a,
rmnoannepreHHbln cron. Ans ganbHenwero ob6cneaoBaHus
W NleYyeHus rocnuTanuMsvpoBaH B OTAENEHME remaTosoruu,
K Ha3Ha4YeHHoOM Tepanuu gobasBfieHa TpaHeKcamoBas KUCNOo-
Ta, NpoBefeHa KOCTHO-MO3roBas MyHKUMS. TpomMOOLUTbI No
doHno — 10x109/n; muenorpamma: PeTUKYISPHble KeT-
KM — 2%, KONN4YeCTBO MerakapuouuTtoB (B npenaparte) —
1:80, WHypyloLne He HanaeHbl. 10 gaHHbIM MUenorpaMmmbl
MCKIItOYEH Ae6IOT OCTPOro SIENKO3a, anna3ns KPOBETBOPEHMUS.

04.02.2020 B 07:00 y naumeHTa nosiBuiacb obLLEMO3-
roBasi CUMNTOMaTUKa — rofloBHas 60/1b, MHOrOKpaTHas pBo-
Ta C NPOXKMIKaMK KpoBK. Mpr OCMOTPE COCTOSIHWE TAXKENOoE,
CO3HaHMWe OTCYTCTBYET (WKana Kombl Masro — 9), aHM30Ko-
pus. OKCTPEHHO BbINOMIHEHA KOMMblOTEPHAs Tomorpadus
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Short Report

KpaTtkue coobuieHus

rOIOBHOIO MO3ra, BbIIBIEHO: OCTPOE HapylleHWe MO3roBoro
KpoBOOGpallleHUss No reMopparn4yeckomy Tuny B 6Gaccen-
He npaBOW cCpeaHer MO3roBOM apTepuu, BHYTPMMO3roBas
rematoMma 20 cM3, OTEK W [MCNIOKaLMSA FOJI0OBHOMO MO3-
ra. PebeHoOK TpaHCnopTUpoBaH B OTAE/IEHMEe peaHuMaLmu
M MHTEeHcHBHOM Tepanuu (OPUT), nepeBeaeH Ha UCKYCCTBEH-
Hyto BeHTUAsAUMIO nerkux (MBJ1). B cBs3K ¢ HannymMem MHTpa-
KpaHWanbHOro o6bema M AMCnoKauun CTPYKTYpP FOIOBHOMO
MO3ra Heo6x0AUMMO onepaTMBHOE BMeLlaTeIbCTBO B 06beMe
[EKOMMPECCUBHON KPaHUIKTOMUM.

YuutbiBas KPUTUYECKYID TPOMOOLIUTOMEHMUIO, MOTEHLM-
abHbIM PUCK NPEBbILIAN Npeanonaraemyto Nonbay, Tak Kak
6e30nacHbIM ypoBeHb TPOMOOLMTOB A/ NPOBEAEHUSA Kpa-
HWOTOMMWM, COrNTAaCHO pekoMeHaaumsam EBponencKoro obue-
CTBa aHeCcTe3Monoros, cocrtaBnser He MeHee 100x109/5.
[Ons 0OCTMXKEHUS LieNieBbIX 3HAaY€HUI YPOBHS TPOMOOLIMTOB
[ABax/bl NpoBeaeHa TpaHchy3ns TPOMOBOKOHLIEHTpaTa, Ans
YMEHbLUEHUS WHTpaonepauMoHHON KPOBOMOTEPU BBEAEH
anTaKkor anbda aKTMBUPOBaAHHbIN 7,2 MT.

B onepauunoHHyt0 nauneHT O6bl1 TPaHCNopPTMPOBaH
Ha WBJ1 ¢ npopomxatowencs uHby3Men HopagpeHanuHa
0,12 MKr/Kr/mMuH, Konmyectso Tpomobouutos B OAK Ha ToT
MOMEHT cocTaBnsano 4x10°/n. UHTpaonepaunoHHas MHY-
3WOHHO-TpaHCOY3MOHHAa Tepanua BKI4Yana B cebs:
apuUTpounTapHylo B3BeCb — 610 M, TpombouWUTapHbIM
KoHueHTpaT — 430 mn, KpuonpeuunutaTl — 160 mA, Kpu-
CTannonaHble NpenapaTbl, U coYeTanacb ¢ Ba30NpPeccopHom
noaaepxKon. O6wWKnM o6bem MHoy3um coctasun 4070 mn,
KpoBonoTteps — 1300 mn. lMo 3aBeplueHUM onepauuu
nauneHT nepesegeH B OPUT. B OAK nocne onepaTuBHO-
ro BMellaTenbersa: TPoM6ouuTel — 51x109/n, apuTpoLm-
ol — 3,59%x1012/n, Hb — 95 r/n, reMaTokput — 28,6%,
nenkountbl 11,63x109/1, Hentpodunsl — 10,44x10°/5.
YyutbiBasg CTOMKOE CHUXEHWe KonuyecTtBa TPOMOOLMTOB,
BHYTPUMOSIOBYIO remaTomMy MNpaBOM TEMEHHO-3aTblI0O4YHOM
06nacTu, BbIPAXXEHHOCTb reMopparMyeckoro cuHapoma,
Oblna NpoBeAeHa Tepanusa aHanorom TpPOMBG0OMN03TUHA POMU-

NJIOCTUMOM M3 pacyeTa 7,5 MKI/Kr, NpOAO/IKEeHa Hecne-
unburyeckas remoctaTmyeckas Tepanus (3aTaMmaunart, TpaHeK-
camMoBas Kucnora).

B TeyeHrMe nocneayowero BPEMEHM HaXOXAEHMUS
pebeHka B OPUT cocTosiHME ocCTaBa/sioCb KpanHe Tsxe-
NbIM 3a cyeT LepebpasbHON HECOCTOATENbHOCTU, COCYAM-
CTOM W pecnupaTopHOW HEeAOCTAaTOYHOCTU LIEHTPanbHOro
reHe3da. OTMe4Yanocb NPOrpeccuBHOE HapacTaHWe KOHLEH-
Tpauum HaTpusa naasmbl KpoBKU (40 198 mMmonb/a), Nonu-
ypus, TMNOCTEHYPUS, TO €CTb ABMIEHUSA HecaxapHoro ava-
6eTa LeHTpanbHOro reHesa. Ha 6-7-n geHb NpebbiBaHUA
B OPUT cocTosiHne pebeHKa ¢ oTpuuaTe/bHOW AMHaMUKOM
B BMJE HapacTaHWs BblPa)XEHHOCTW 3EKTPOAUTHBIX (rnnep-
HaTPUEMMUS, KPUTUYECKaa runepkannemMms Ao 9 Mmonb/n,
rMNepXI0pPeEMUS, BblpaxeHHasa runokanbunemus Ha doHe
AOTauMKM  KanbUW§), MUKPOLMPKYNATOPHbLIX (ceTyaTtble
CUHIOWHO-6arpoBble NATHa Ha 6negHoM ¢oHe) n mMeTabo-
JIMYECKUX HapYLIEHUN (BblpaKeHHbI CMeLllaHHbI aunaos
¢ pH 7,0, BblpaxkeHHas runepkanHus, gedunumt 6ukapboHa-
ToB). OT™Meyanocb nosbiweHne AT (ao 910,90 EA/n), ACT
(00 2501,80 El/n), MOYEBMHbI, KpeaTUHKHa, C-peaKTUBHOIo
6enka B paMKax CUCTEMbl MHOXECTBEHHbIX OCTPbIX
ONCOYHKLINA.

HecmoTps Ha Bce npeanpuHATbIE MOMbITKU NeYeHUs,
11.02.2020 Ha 11-e cyTkM 60ne3HKn B 06:50 naumeHT CKOH-
yancs npu sBAEHUSAX OCTPOM MOAUCUCTEMHON AUCOHYHKLIUMK.
Mpn natoMopdOIOrMYeCKOM MCCNeqoBaHWU YCTaHOBIEHO,
YTO MPUYMHON CMEPTH ABMAACL ToTallbHaa aHuedanomans-
LUMs BCNeACTBME MacCCMBHOIO KPOBOWM3NWAHUS B BELECTBO
rofIOBHOIO MO3ra.

3akntouyeHue. [JlaHHbIN KIMHUYECKUI Clydan npeacras-
nsaeT cobon MHTepec, TakK KaK, HECMOTPS Ha KPUTUYECKM
HU3KUN ypOBEHb TPOMOOLMTOB, MaLMEHT AOCTATOYHO CTa-
OUNbHO MepeHec onepaTMBHOE BMeLWATENbCTBO B 06beMe
[EKOMMNPECCUBHON TEMUKPAHUIKTOMUWU W YyAaNEeHUs BHY-
TPUMO3roBON remMaToMbl, HEe MOAYYMB MPW 3TOM MOBTOPHbIX
reMopparm4yecKkmnx OCMOXHEHUN.

Peakuu cnyyau BocnaneHua auBeptukyna Mekkens

Yy HOBOPOXXAEHHOIro pe6eHKa

BonsiHioK E.B.
HayuHbi pykoBoauTenb: NMukysa 0.U., npoo.

Pre0Y BO «Ka3aHCKUI rocyaapCTBEHHbIN MEAULMHCKUI YHUBEPCUTET MUHUCTEPCTBA 34paBOOXPaHeHNs POCCUNCKOM

depepaummn», KasaHb, Poccuiickas depepaums

AY3 «fopofckas agetckas 6onbHMua N2 1 r. KasaHu», KazaHb, Poccuiickaa Penepauus

AKTyanbHOCTb. [AnBepTukyn MeKKena sBnsSeTcs Hau-
60/1ee YacToM BPOXKAEHHOM aHOMaNIMEN KeNyaoYHO-KuLleY-
HOro TpaKTa, ¥ ee BCTPEYaemMoCTb B NONy/siLMM cocTaBnseT
2%. PUCK pa3BUTUS OCNIOXKHEHUN CO CTOPOHbI AMBEPTUKYNaA
MeKKenst Ha NPOTSXKEHUU U3HU cocTaBnsaeT 4—6% U cylle-
CTBEHHO CHUXXaeTcs ¢ yBeNnMyeHmem Bo3pacTta. Tak, yacToTa
KpoBOTeYEeHNS Y aeTen o 2 net cocrasnsaer 64,7%, Toraa
KaK B Bo3pacTe ctapule 8 net — 25%. inseptukyn Mekkens
OC/IOXHSeTCs MHBarnHauven y 60% aeten B Bo3pacTte mnag-
Wwe 2 neT, y geten B 8 NeT U cTaplle AaHHOIO OC/TOKHEHUS He
Habnogaetca. B KpymnHbIX XMPYypruyeckmx KNnHuMKax Poccum
B TedeHne 20 net onepupytotea ao 445 geten ¢ natonorvemn
anBepTuKkyna Mekkens.

Peakun cny4yan MHBArnHaumu OVBEPTUKYNa
MeKKkens anarHocTMpoBaH Y HOBOPOXAEHHOro pebeHKa.
KnuHunuyeckuin cnyvai. PebeHOK poawunca ot 1-n 6epe-
MEHHOCTH, NpOTEKaBLWEN C PaHHUM TOKCMKO30M, Yrpo30m
npepbiBaHus B 3-m TpumecTtpe. Poaunca Ha cpoke 36 Heq

nytem onepauuu KecapeBa cevyeHuss Ha GoHe npeane-
aHua nnaueHTbl. Macca Tena npu poxgeHnn — 2900 r,
ONnHa Tena — 53 CM, OKPYXKHOCTb ronoBbl — 33 CM.
OueHKka no wkane APGAR — 8/9 6annoB. C poxaeHus
HaxoAMNCcs Ha rpygHOM BCKapMivMBaHWK. B paHHeM HeoHa-
TanbHOM Mepuoje oTMevanacb GM3MOA0orMyecKas xentyxa.
BbinucaH Ha 5-e cyT gomon. B Bo3pacte 24 aHen pebeHoK
nocTynuna B OTAeNIeHWEe NaTONOrMM HOBOPOXKAEHHbIX AeTen
C anobamu Ha Xentyxy. [NpubaBKka Maccbl cocTaBuna
310 r (aedpmumt maccbl — 100 r = 3%). CocTosiHME npwU
NOCTYNNEHUN CpedHen TaxecTn. Ha rpyaHOmM BCKapMiu-
BaHWW, He CpbirMBaeT, GU3NONOTMYECKME OTNPABIEHUS He
HapylweHbl. B nabopaTopHbIX aHanM3ax KpoBM MpKU MOCTY-
NAeHUM BOCNaNUTENbHbIX U3MEHEHUN HET, reMornobuH —
164 r/n npu rematokpute — 46%. B 6GMOXMMUYECKOM
aHanuse KpoBW 06WMKA GUAMPYOUH 223 MKM/N, NpsMon
ounnpybuH 0,8 MKm/n, nokasatenu AJIT, ACT, rnoKo3bl,
C-peaKTUBHOro 6enka B Hopme. MHCTpyMeHTanbHoe obcne-



Puc. 1. Y3 6GpiolHOM Noioctu

Puc. 2. PeHTreHorpadua opraHoB GpoLLIHOM NONOCTH
W FPYAHOW KNETKK

[loBaHWe: HenpocoHorpadpusa — 6e3 natonoruu. Y3 BHy-
TPEHHWUX OpraHoB — Mepernd xenyHoro ny3bips. Ixo-KC:
MbIWEYHbIN AedeKT MEeXIKeNyao4KOBOW Neperopoirkn —
2,1 MM, OTKpPbITOE OBafibHOE OKHO — 3 MM, OTKPbITbIN apTe-
puanbHbiM NPOTOK — 3 MM (reMOAMHaMMYECKU He3Hauu-
MblIH). BblCTaB/IEH KIMHUYECKUI AnarHO3: KOHblOrauMoHHas
wentyxa. PebeHoK nonydyan ¢otoTepanuio, MHOY3UOHHYIO
Tepanuio (rtoK030-cosieBble pacTBOPLI) C LIESblo 3amMelle-
HUSA XKUMAKOCTU. HKenTywHoCTb B AMHaMUKe yMeHbluanach,
obwmnn 6unnupybuH cHusunca ao 133 MKmonb/n. B Bece
nonoXutenbHasa npubaBKa, HaxoawNcs Ha CMeLlaHHOM
BCKapMJ/IMBaHUU.

B Bo3pacte 1 mMec 0TMeYanocChb yXyAaleHUe COCTOSAHUS:
CpbIrMBaHWe, BANOCTb, B3[yTHUE MBOTa. B nabopaTopHbIX
aHanu3ax KpoBM NOSIBUIUCH BOCMaNUTE/bHbIE CABUIMM: NER-
Koumnto3 — 21,4x10°, rpaHynoLMTO3 CO CABWUIOM BJIEBO
(n/sa 18%), B 6GUOXMMHUYECKOM aHann3e KpPoBM MOBbILIEHNE
CPB go 18 mr/n. Y3U opraHoB 6plOWIHOM MOMOCTU: coaep-
MMOE KEeN4yHOro ny3blps HEOAHOPOAHOE, OCafdoK; MeTnu
KMULWEYHNKaA B34YTbl, CTEHKM YyTOMLLEHbI A0 1,8 MM, MeXneT-
neBast XMAKOCTb — 2—2,5 MM, TONCTbIN KULIEYHUK — B3AY-
Tne, napes (puc. 1).

Ha 0630pHON peHTreHorpamme xuMBota — 6e3 naToso-
rMYECKNX YPOBHEW, CBOOGOAHOIO ra3a B OPIOLIHOW NOMIOCTH.
MepepacTsaHyTbl NETAN KUWEYHUKa. B nerkmnx 6e3 ovyaroBbix
TeHewn (puc. 2).

PebeHOK nepeBefdeH Ha MNapeHTepanbHOE MUTaHue,
Ha3HayeHa aHTMbGaKTepuanbHas Tepanus (aMNULKUAIKUH,
amuKkauuH). C AMarHo30oM «HEKPOTU3UPYHOLWMIA SHTEPOKO-
nT (?)» pebeHOK NepeBeaeH B XMPYPruyeckoe OTaeneHume.

Mpn npoBeaeHuM nanapotomMumm O6GHapyKeH ¢ubpos-
Hbl NEPUTOHUT Ha oHe AuBepTUMKyna MekKkens u U30nu-
pPOBAHHOrO0 3aBOPOTa MOAB3AOLWIHON KULWKKW C HEKPO30M.
MpoBeaeHa onepauus ¢ HanoKEHMEM UIEOCTOMBI.

3aknueHue. Taknm obpasom, AMBEPTUKYN MekKens
ABMIAETCA PEAKOM NaTonornen B NnpakTMKe Bpada-neguaTpa.
B aHamMHe3e nauueHTa pe3Koe yxy[lleHWe, CpbirMBaHue,
BSIIOCTb, B3AYTHE XMBOTA, a TaKKe NPU3HaKM OCTPOro BOC-
naneHuss No nNabopaTopHbIM MOKa3aTeNsiM KPOBW; B CBSA3M
C 4YeMm, TaKOMy NauuMeHTy TpebyeTcs cpoyHas rocnuranunsa-
LMs, NPoOBeAEHNE psija MHCTPYMEHTabHbIX MCCNefoBaHUM
Ona noaTBepraeHua guarHosa (Y3WM opraHoB O6GplOWHOM
MoJIOCTU, PEHTreHorpadus opraHoB OPIOWHOW MOMAOCTH
W TPYOHOM KNETKM) U CpoYHas onepauus no nosoay yaane-
HUS AnBepPTUKYNa Mekkens.

Manudecrauua yuuTtomeraasoBupycHom UHPEKUUU Y pedeHKa
paHHero Bo3pacTta: KJIMHUYEeCKUMN cnyyan

OdepioweBa A.10.

Hay4Hbi# pykoBoauTenb: NMepmakoBa A.B., K.M.H., OLEHT

®rboY BO «[lepMCKMIM rocyfapCTBEHHbBIN MEAULIMHCKUI YHUBEPCUTET UM. aKaj. E.A. BarHepa» MuHucTepcTBa 34paBooX-
paHeHus Poccuinckon Pegepaunn, NMepmb, Poccuiickas Pepepaums

AKTyanbHoCTb. LiuTomMeranoBupycHas UHdeKUUSA
(LUMBW) noBcemMecTHO pacnpocTpaHeHa cpean AeTCKO-
r0 HaceneHus, cepono3uMTUBHOCTb B Pa3HbIX BO3PACTHbIX
rpynnax coctasnsetr ot 20 go 60%. LutomeranosupycHas
60/1€3Hb OT/IMYAETCH MHOroo6pa3nemM KIMHUYECKUX MPOsiB-
NEeHn oT 6eCCUMMNTOMHOIO TEYEHMS A0 TAXENbIX reHepanu-
30BaHHbIX POPM C NoparKeEHNeM BHYTPEHHMUX opraHoB un LIHC
y ML C UMMYHOLEDULIMTOM M MpWU BHYTPUYTPOGHOM Mnopa-

XeHuu nnopa. Huxke npeactaBaseM KIMHUYECKUIM crnydamn
pa3BUTUSA LIUTOMErafoB1MpycHON 60/1€3HM Ha GOHE UMMYHO-
nePULMTHOrO COCTOAHMS.

KnuHuyeckun cny4vyam. AHamMHe3 U3HWU: pPebEHOK
4 mec, oT 5-1 6epemeHHocTH (3 aeTen — 340p0BbLI, 1 M/a),
npoTeKkaBllen Ha GpoHe OTATOLEHHOrO rTMHEKONOrMYECKOro
aHaMHe3a — XPOHWYECKUM IHOOMETPUT, CYOKOMMEHCUPO-
BaHHas deTonnaleHTapHas HeoCTaTOYHOCTb, XPOHUYECKas
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Short Report

KpaTtkue coobuieHus

BHYTPUYTpPOOGHas rMnokcus nnoga, manosoaue. Poabl camo-
cTosTeNbHble Ha 39-1 Hea, peBeHOK C NpM3HaKamMu Hespe-
noctun, maccon tena 2940 r u gnnHon 49 cm. C porKaeHUs Ha
rPyAHOM BCKapMaMBaHUM, BbiNucaH Ha 4-e cyT. B nepBble 3
MEC M3HW AOCTaToO4HO NpubaBnan B Bece, Noayyan npo-
dunaktyeckne npumBuBkU: BLK, BMpyCHbIM renatut B.
B 3,5 mec nepeHec OPBU B BMAe nerkoro KatapanabHOro
CUMHApPOMa M NoBbIlWEeHUA TemnepaTtypbl go 37,5 °C, neuunncs
ambynatopHo. Yepe3 2 Hep y pebeHKa ycunuacs Kawenb
M nosiBUNacb OAblliKa, B CBA3M C YemM OH Obll rocnuta-
NM3npoBaH B neauaTpuyeckoe otaeneHne AKB N2 13 .
Mepmu. Mpn NOCTyNNEHUU: COCTOSSHUE CTAabUIbHO TAXKeNnoe
3a cyeT AblxaTenbHOM HepgocTaToyHocTu, Y[ — 65 Abixa-
TeNbHbIX ABUXKEHUN B MUHYTY, HCC — 150 ygapoB B MUHYTY,
Sp02-80%. [bixaHne cnoHTaHHoe, Tpebytollee AOMOHMU-
TENbHOW OKCUreHauuu — KUcnopoaHas MacKa (2 1/MUuH).
PedneKkcbl goctatoyHble, CMMMETPUYHbIEe. CAn3uncTble 060-
JIOYKU BNaKHble, MacCUBHbIM GenoBaTblM Haner Ha Cau-
3UCTON LEK, MUHAaNNHax. 3eB runepemMmnpoBaH. KoxHble
NMOKPOBbLI 6GnefHble, LMaHO3 HOCOry6HOro TpeyrosbHuKa.
Ha »xuBOTe, B MaxoBon o06fiactu cneBa, — MeNKoToYeu-
Has CbiNb, Ha rMNepeMnpoBaHHOM ¢GOHe, UcyesaeT npwu
HaJaB/MBaHWUM.

Mpn aycKynbTaumMn B NIETKUX AblXaHWE KeCTKoe, HepaBHO-
MEepHO ocnabneHo ¢ 06enx CTOPOH. Xpunbl MPOBOAHbIE, CyXKe,
BNaHble pa3HoKanubepHble, BbICNYLLMBAOTCS ¢ 06enX CTOPOH
B 60onbWwoM KonuyectBe. lNeyeHb — +4,0 cM. CeneseHka —
+3,0 cMm. lNo pesynsrataM peHTreHorpadun opraHoB rpyaHoM
KNETKM B A€Hb MOCTYNAEHUS — MOMMUCErMEHTapHas ABYCTOPOH-
HSAS MHEBMOHMS.

B KAMHWYECKOM aHann3e KpoBW Npu NOCTYMNIEHUN: Nen-
KOUMUTbl — 6,5x109/n, numdountel — 41x10°%/n, cer-
MeHTOsAepHble HenTpodunbl — 56x10°/1, MOHOLUTBI —
3x109/n, TpoM6ouUTE — 370x10%/51, CO9 — 58 MM/,
C-peaKTuBHbIN 6eNoK — MeHee 6 Mr/n. Ha npoTsxKeHuu
npMMeEpPHO 3 Hea xapaKTep fnoKasaTtenen 3HayYuTeNbHO He
n3meHsncs. B TeyeHne cneayoumx 3 Heq 6bina Ha3HayeHa
aHTMGaKTepuanbHaa Tepanusa uedanocnopmHom Il noko-
NIEHUT — 6€e3 MOJSIOKUTENBbHOM ANMHAMUKK. 1o pesynbTaTtam
TPUXKAbl NPOBEAEHHON PEHTreHOrpadun CoXpaHanuch aBne-
HUS NONMCErMeHTapHOW MHEBMOHWW, aTeNektas cnpasa.
lMpoBeaeHo ceponornyeckoe obcneqoBaHne — BbISIB/IEHDI
aHTM-CMV IgM (1:200) TpexKkpaTHO B AWHAMWKe, UHAEKC
aBuaHoctn aHTU-CMV IgG HapacTaeT oT 19 o 74% B Teye-
HMe Mecsila, B KpoBW M B cockobe AHK CMV He Bbige-
neHa. [pyrue repnetuyeckme mHobexkuuun (BIr-1, 2, 36B,
Bl'4-6), pecnupaTtopHbii MUKOMIa3Mo3 U X1aMUaMO3, TOK-
connasmos, KoKW M NapaKoKOoNoLW, a TaKKe afjeHo-, peo-
M BMUPYCbl FpUNNa He NOATBEpPAeHbl. [ByKpaTHO 06Hapy-
»eHbl aHTU-Chlamidia trachomatis 1gM (1:400, KIN = 11,0),
npu otpuuatenbHblx IgG (MaTb cepoHeratnBHa K Chlamidia
trachomatis). lpn 6GaKTepPMONOrMYECKOM uccnegoBaHmu
B KaJie 06HapyXeH yMepeHHbIn pocT Klebsiella pneumoniae,
Candida spp., U3 3eBa BblaeneHa Pseudomonas aeruginosa,
13 KpoBn — S. warneri. CoctossHMe pebeHKa NMporpeccmBs-
HO yXxyawanocb, U Ha 4-i Hed rocnuTanu3auuMm B CBA3MU
C HapacTaHueMm [bixaTelbHOW HEeAOCTaTO4YHOCTM OH nepe-
BeaeH Ha VBJI.

PaHHMI BO3pacT pebeHKa, Taxenoe TevyeHue ABYCTO-
POHHEN MHEBMOHWU, NPEANOSIOKUTENBHO, BUPYCHO-OaKTe-
puanbHOW 3TUONOrKK, OTCYTCTBME 3ddPeKTa OT MNpPoBOAU-
MOW aHTMGaKTepuanbHOW Tepanuu npeanonaraeT AnarHos
aKTMBHOM CMeLlaHHOW X1aMWAWWHO-LUTOMEranoBUpyCHOM
MHOEKLMU C MOpaXKeHWeM Nerkux. 3aTsHoe pasButTuhe

TAXKENOW NMHEBMOHUM C MaHUbecTaumen OnMnopTyHUCTUYE-
CKOM MHOEKLMMN MO3BOAUIO NPEANONOKUTL HAlMYNE NMMY-
HOAEDULMTHOIrO COCTOSAAHUSA. PebeHoK ob6cneaoBaH: MMMY-
HOrMOGYNNHbLI 06lMEe — B rpaHuLax BO3PacTHOM HOPMbI,
B MMMYHOrpamme onpeaeneHo cHuxenne CD4 numdouu-
T0B — 34% (Hopma 35-57%), CD8-21%, CD4/CD8 = 1,59,
T-numoounTbl — 55% (1,76x10°r/n). Ha 28-i feHb rocnu-
TanuM3auuu npoeeaeH aHanu3 Ha BUY — pesynbrtat nono-
UTENbHbINM, 06HapyeHa OHK BWUY B KonuyectBe 6onee
10 MaH Konui/mn. MNpu npoBeaeHnr annaeMmnonormyeckoro
nccnefoBaHUs yCTaHOBIEHO, YTO OTeL, M MaTb pebeHKa MHOU-
umMpoBaHbl BUY, Bo Bpemsa 6epeMeHHOCTU y MaTepu pesyrib-
TaTbl Ha BUY 6b1n oTpuuaTenbHble (CEpOHEraTMBHOE OKHO).
Mo cornacoBaHuio ¢ MepMcKUM KpaeBbiM LieHTpom CMNA
Ha 30-1 geHb rocnutTanmn3aumm pebeHKy Ha3HayeHa aHTU-
peTpoBupycHasa Tepanusa (APBT) — 3MaoByanH, NaMUBYAWH,
nonuHaBup+putoHaBup. CoctosiHME pebeHKa NMpoaosiKano
pe3Ko yxyawaTbes, Ha 4-n aeHb APBT pa3BuBaeTcs naH-
LMTONEHUYECKUIA CUHAOPOM: 3pUTpoLUTEl — 3,86x1012/7,
nenkouutel — 1,3x10%/n, toHble — 2x109/51, nano4Kos-
gepHble — 47x109/n, cermeHtosaaepHble — 17x109/n,
MMMeounTsl — 24x10°9/n, MOHOUMTEl — 7x10%/51, TpoM-
6ounTbl — 106x109/n, CO9 — 43 MM/4. Yepes 10 aHei
APBT: sputpouutel — 2,36x1012/n, remorno6uH — 65 r/n,
nenKountel — 0,6x10%/n, nanouykoagepHble — O, cer-
MeHTosaepHble — O, numdountel — O, MoHouMTbl — O,
TpoM6OLMTE — 25x109%/51, CO3 — 15 mMm/4. HapacTanu
nokasaTtenn C-peakTMBHOro 6enka — ot 23,8 Mmr/n npwu
Havyane Tepanuu o 978 wmr/n, NpoKaabUWTOHWMHA — OT
0,65 po 12,8 Hr/mn, ACT — ot 76 Ea/n po 1410 Ean/n.
[JaHHble nabopaTopHble W3MEHEHUS CBUAETENbCTBYIOT
0 reHepanmaaumm UHOEKLUMOHHOro npotlecca n Gopmupo-
BaHWW CUHAPOMA MONMOPraHHOM HeaocTaTo4HOCTU. Yepes
6 Hep OT NOCTYMNJIEHUS, HECMOTPS Ha NPOBOAMMYIO Tepanuto,
npousolwna OCTaHOBKa CepAeYHOW [AeATeNbHOCTH, KOH-
cTaTMpoBaHa 6uonoruyeckas cmepTb nauueHTta. JuarHos
3aK/OYUTENBHBIN KIIMHUYECKUM: ocTpas BUY-uHdekuus,
ctagnsa 2B, dasza BTOpMYHbIX 3ab6ofieBaHWN (MHEBMOHMUS,
KaHangos, ocTtpasd UMB-nHdekumnsa). OKoHYaTeNbHbIM
naTasoroaHaTOMUYECKUK [JMarHo3: OCHOBHOe 3aboneBa-
Hue: ocTpass BUY-mHbeKuus, ctagusa 2B, dasa BTOpuu-
HblX 3ab6oneBaHui. Peaykuus nnMbaTUYeCKoW TKaHMW.
AKungeHTanbHasa TpaHchopmaumsa Tumyca 3-4-k dasbl.
CnneHomeranums.

3akntouyeHue. [laHHbIM ciy4ah AEMOHCTPUPYET OTCPO-
YeHHYI MaHudecTaumo cumntomoB BUY-MHPeKumn, KoTo-
pas npoTeKana no TUNy NHEBMOHWK Ha GOHE MMMyHoaedU-
LIMTHOIO COCTOSIHUS.

3apaxeHue geten BUY MOXKET NponcxoanTb OT MHOULK-
pPOBaHHOM MaTepu, PUCK nepeaadn MHPEKLUUW cocTaBnseT
oT 15 go 50%, MHKyGauUMOHHbIM nepuoa — Ao 12 mec.
Ocob6eHHOCTAMMU naToreHesa ABnsgeTcd cnocobHoctb BUY
nopaxatb He3penyl UMMYHHyt0 cuctemy. Cpeau onnopry-
HUCTUYECKNX MHOEKLMIA, MaCKMPYIOLKUX COCTOSHUE WUMMY-
HogedUUMTa Yy AeTen paHHEro Bo3pacTa, Beayllee 3Haye-
HMe mnmeeT uuTomeranus. U3BectHo, 4Yto LIMB o6nagaet
Bblpa*KEHHON MMMYHOCYNPECCUBHOW CMOCOBGHOCTBIO M MpH
BHYTPUYTPOOHOM MHPULMPOBAHUM CNOCOBCTBYET ANUTENb-
HOM NEePCUCTEHLMU U OTCPOYEHHON MaHMPecTaLnn B NocT-
HaTanbHOM nepuoge. dPusnonornyeckas MMMyHHasi Hepo-
CTATOYHOCTb [eTel paHHero Bo3pacTa B COBOKYMHOCTU
C MMMYyHOcynpeccuBHbIM aenctermem LUMB o6ycnosnuBatoT
KJIMHUYECKYIO CUMMATOMATUKY BPOXKAEHHOM /MPUOBPETEHHOM
LUMB-nHbEKLMH.



KnnHnyeckum cnyyam HecoBepLUEHHOro ocrteoreHesa

[OenucoBa A.A., BopoBKUH H.B., Co6oneHkoBa B.C., Pepopos C.10.
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DrboyY BO «TynbCKui rocyfapCTBEHHbLIN YHUBEPCUTET», Tyna, Poccuitckaa ®epepaums
«TynbCKas ropofickas KnMHU4YecKasa 60/bHULA CKOPON MeanLMHCKOM nomolwn um. [.9. BaHnbikuHar, Tyna, Poccuickas

depepauns

AKTyanbHOCTb. HecoBepLlIeHHbIN OCcTeoreHe3 npeacras-
nseT cobon peakoe HacneacTBeHHoe 3aboneBaHue coeam-
HUTENbHOM TKaHW W CKefeTa, XapaKTepuaytouleecs MoBbl-
LEHHON NOMKOCTbIO KOCTEW, AedopmaLmnen cKenetTa, HU3KUM
pOCTOM, aHOMaNnen AeHTMHa. PacnpocTpaHeHHOCTb NaTosio-
MKW B pas/fiMyHbIX CTpaHax Mupa cocTaBaseT 6-7 cny4yaeB
Ha 100000 HOBOPOXAEHHbIX. B 06LEPOCCUNCKUIA perncTp
NauMeHTOB C HECOBEPLUEHHbIM OCTEOreHEe30M BK/IOYEHO
onuncaHune 650 cnyvyaes, U3 KOTOpbIX 421 — y AeTeNn.

OnucaHue KaMHUYecKoro cny4as. [lauyuent TI1.C.,
15 net, noctynun B [OETCKOEe opTornefo-TpaBmaTofiornye-
cKoe otaeneHune Y3 «fopoackass KIMHMYecKas 60/bHUUA
CKOpOM MeanLMHCKOM nomowm um. 1.4. BaHblKMHa» C Kano-
6amMn Ha 601M B 06nacTy rpyagHoro otraena Mo3BOHOYHMU-
Ka, nepuoauyeckne 601uM nocne xoabbbl B WMKPOHOMHbIX
MbllWwuax. [JaHHble xanobbl 6eCnoKOoAT OKOMOo noayroga,
B CBSI3M C YEM NeanaTpoM No MECTY XKUTENbCTBa HanpaBneH
Ha KOHCynbTaLMIO K OpToneay-TpaBMaTtofory, rocnutanu-
3MpoBaH. I3 aHamHe3a (cobpaH cO C/0B MaTepu): NepBbIn
pebeHOK B ceMbe (Bcero umeet 4 geten), or 1-n 6epemeH-
HOCTK (TeyeHne GU3NONOrnYecKoe), 1-x caMOCTOATENbHbIX
poaos (B cpokK). Jo 5-neTHero Bo3pacta poc 1 pa3BuBascs
6e3 ocobeHHocTen. Mocne 5 net nepeHec 35 nepenomos
BEPXHMUX U HUKHMX KOHEYHOCTEN, KOMMPECCUOHHbIX Nnepe-
JIOMOB MO3BOHOYHMKA. N3 nepeHeceHHbIx 3aboneBaHum —
OPBW po 8 pas B rog, ocTpbi 6pOHXMT. HacneacTtBeHHOCTb
W anneproaHaMHes: He OTaroueHbl. B otgeneHumn npu ocmo-
Tpe BbIABASIOTCA AedULNT Beca n pocTta, gepopmanum cTon
W TPYAHOW KNEeTKW; 60Ne3HEHHOCTb NMO3BOHOYHUKA U Orpa-
HUYEeHMe ero NOABMKHOCTU. Ha PEHTreHONOrMYECKUX CHUM-
Kax MO3BOHOYHMKa onpegensiertcsa n3aMeHeHue Ten rpyaHblx
M NOSCHUYHbIX NO3BOHKOB (Th6-L3). B KAMHW4YECKUX aHa-

In3ax KPoBU N MOYM — 6€3 UBMEHEHWNI; B BUOXMMUYECKOM
aHanuse KpoBuM oTmevaeTcs runepdochareMus, rmnoxkam-
emMus, BblpaxKeHHbIN AedUUNT rMapoKcuBmuTammHa D, noBbI-
lweHne wenoyHon docdartasbl. B otgeneHnn nposeneHo
cnegyloliee nevyeHue: KecTkas KpoBaTb, HOLIEHWE Kopce-
Ta, dvsnonpoLeaypbl, npenapatbl BUTamuHa D v Kanbuma
B BO3PACTHbIX JO3MPOBKaX, NOCAe Yero 60,1 B UKPOHOXKHbIX
MbIlWLAX 3HAYUTENBHO YMEHbWWAUCL. 3anof03peHO Teye-
HME HECOBEPLLUEHHOrO ocTeoreHe3a. bonbHOW HanpaBneH
B POCCHUMCKYIO AETCKYl0 KIMHWYECKYIO GOMIbHULY, AMArHO3
B nocneayoLlieM noaTeepanncs.

06cyxaeHue. Taknm 06pas3oM, MPUBEOEHHbIN BbilIE
KIMHUYECKUIM Cllydanh AEMOHCTPUPYET HECBOEBPEMEHHYIO
AMarHoCTUKY HECOBEPLUEHHOro ocTeoreHesa, B pesy/brarte
4yero pe6eHoK B Te4eHMe HECKONbKUX NIET HE MMEN BO3MOXK-
HOCTM MONYYUTb CrneLnanm3npoBaHHy0 NOMOLLb.

3aknyeHune. HecoBeplleHHbIM ocTeoreHes (601e3Hb
«XpycTanbHOro 4yenoBekar», uUnu 6one3Hb JlobwTtenHa —
Bponvka) — 370 reHetnyeckoe 3abofieBaHMe CKeneTta
M COeAUHWUTENIbHOM TKaHW, XapaKTEpPHOW OCOOBEHHOCTbIO
KOTOpPOro ABASIETCS HalnyuMe nepesiomoB Koctewn. [o3gHas
AMarHoCTMKa M HECBOEBPEMEHHO HayaToe neyvyeHwe npu-
BOAAT K paHHEeW WMHBanuam3auuu naumeHTta. Lenbto nede-
HWS HECOBEPLUEHHOro OcTeoreHe3a SBASETCH YnyylleHue
MWUHEepanu3aLmm KocTen, NpeaoTBpalleHMe pasBuTua nepe-
IOMOB, MaKCUMalbHO BO3MOXHOE BOCCTaHOB/EHWE TPyaAO-
CNOCOBGHOCTU M ynydlleHME KayecTBa XWU3HU. [TpumeHsetcsa
XMPYpruyeckoe nevyeHuve nepenomoB, ocTteocuHTes, JIPK,
duanotepanua. MeaumKaMeHTO3HOE JleyeHne BKIOYaeT
Ha3HavyeHue 6udocdoHaToB, rOPMOHa pocTa, npenapaTosB
Kanbuus v BUTamnHa D, nevyeHne oCnoXKHeHUKn, paspabaTbl-
BaloTCA METOAbl FEHHOW Tepanuu.

KnuHunyeckuun cnyyam cuHapoma [ile Mopcbe

ynueBa C.M., JlentoxuHa A.O.

HayuHbii pykoBoauTtenb: flertapésa M.I., a.Mm.H., npodeccop
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AKTyanbHocTb. CuHapom [e Mopcbke (De Morsier) BKIto-
YyaeT B cebs rMnonnasuio 3puTebHOro HepBa B COYETaHUMU
C OTCyTCTBMEM/rMNonnasven npo3payHor Meperopoaku,
runoniasnen Mo30nCToro Tena n runodunsapHon AMCOYHK-
umen. MNpu aToM 06aMraTHBIM MPU3HAKOM ABASIETCS rMnonaa-
3Us 3pUTENbHOIO HepBa, TOrAa KaK BblllenepeyuciieHHble
LuepebpanbHble AUCTEHE3NM MOrYT BCTpeYaTbCa B pasnny-
HbIX coYyeTaHusax. BnepBble nauueHTa ¢ runonnasven 3pu-
TenbHoro Hepsa onucan PuB3 (Reeves) B 1941 r. TepMuH
«cenToonTuyeckasa avcnnasus» [le Mopcbe BBen B 1956 r.,
onucaB rpynny NauMeHTOB CO CXOAHbIMU KIMHWUYECKUMMU
nposiBAeHnsMU. Kaxabl NaumMeHT ¢ cenToonTUYeCKOn anc-
nnasven (COM) ¢ HavyanbHbIMW MPOSABEHUAMWU CUHAPOMA
B paHHeM [eTCTBe NpeAcTaBaseT 419 Bpayen-cneunanmncrtos
MHOX€ECTBO MOBOAOB AN5 Pa3MblLLIEHUS.

MpocneKkTMBHOe HabnoaeHwe 3a nauveHtom P.I. npo-
BOAMMIOCH Ha MPOTSKEHUW 4 NeT XUM3HM M MPOoJoIKaeTcs
B HacToslee Bpems.

KnuHuyeckui cnyyan. Peb6eHoK oT 1-1 6epeMeHHOCTH
y COMaTU4YeCcKM 3[40POBON XKeHLWMHbl 21 roga, C HeoTaro-
LWEHHbIM aKyLIepPCKO-TMHEKOIOTMYECKMM aHaMHe30M, MpPo-
TeKaBllen 6e3 OCNOXXHEHUN. Pofbl CpOYHblE, cCaMoCToATE b-
Hble, Macca Tena pebeHka — 3220 r, gnivHa Tena — 52 cm,
oueHKa no wkane APGAR — 7/8 6annoB. B Bo3pacTe 2 cyT
WU3HM pebeHOK onepmnpoBaH No NOBOAY aTpe3nn NUWEeBoaa,
AMCTaNbHOIrO TPaxeonuuleBOAHOrO CBULWA, nocneonepawm-
OHHbIW Nepuoa npoTeKkan 6e3 ocnoxHeHun. Mpun nposeaeHnmn
KOMMNEKCHOI0 KNMHWKO-MHCTPYMEHTaNbHOro 06¢c1e[0oBaHms
LAPYrov NaTonornmM BHYTPEHHMUX OPraHoOB U CUCTEM BbISIBNIEHO
He 6bIN10, 1 B BO3pacTe 2 Hel XKU3HU pebeHOK 6bln BbliNMcaH
13 60MIbHULbI B YAOBNETBOPUTENBHOM COCTOSIHUM.

BrnepBble kanobbl Ha OTCYTCTBME dMKcauun B3rnsaga
W NpOCNeXmMBaHUA 3a npeaMeTamu, pas3malluCTbii ropwu-
30HTaNbHbIA HWUCTarM, CxoAswWeecs Kocornasuve poautenu
npeabssunn B Bospacte 1,5 mec. lNpu ocmoTtpe odpTanbmo-
NIOrOM BbISIB/IEHa BblparKeHHas runoniasuna anucKa 3putesb-
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Short Report

KpaTtkue coobuieHus

HOro HepBa ¢ 06enx CTOPOH. Npu uccneaoBaHUm 3pUTENbHbIX
BbI3BaHHbIX NoTeHuManoB (3BI1) Ha BCMbILWKY U WaxMaTHbIN
naTTepH OCTPOTa 3peHUs onpeaesneHa Ha YpOBHE CBETOOLLY-
weHns. JuddepeHumnanbHy0 AMarHoCTUKY NPOBOAMAN MEXK-
[y M30/IMPOBaHHOM MNaTOIOrMen 3pPUTENbHbBIX MPOBOASLLMX
nyTen, BPOXAEHHbIM HUCTArmMom, rnasHon GopmMon anbbu-
HU3Mma, amoBpo30oM Jlebepa (Leber’'s congenital amaurosis,
LCA). O6cnenoBaHue BKAtoYano nposeaeHune 3BI1 B guHaMu-
Ke, 3KCMNepTHY HernpocoHorpaduto, a 3atem MPT ronosHoro
Mo3ra, OCMOTP U reHeTu4yecKoe obcenenosaHume. 1o gaHHbIM
HeMpoBu3yanu3auuu 6Gbla BbiiBleHa areHesns npo3pav-
HOM neperopofaku. AmaBpos Jlebepa n anbObUHMU3M Obln
WCK/IOYEHbI. YcTaHOBNEH AuarHos: CuHapom age Mopcbe.
CenTtoxna3smanbHas aucnnasuns. CoctossHWe nocne onepauum
no NoBoy aTpe3uu nuuesoaa.

B TeyeHune 1-ro roga *M3HU B HEBPOJIOFMYECKOM CTaTyce
B [OBUraTtenbHOM cdepe coxpaHanacb ymMepeHHas obuias
MbllWEeYHasa rMNOTOHNS B COMETAHWUM C HOPMabHOW AUHAMMU-
KOW peayKuunn pedsieKCoB CrMHaNbHOIMO U OpasibHOro aBTo-
MaTU3Ma, CPedHEN KUBOCTU CYXOXWMIbHbIMKU pedrieKcamu
M OTCYTCTBMEM naToNlorMyeckmx pednekcoB. OTMevanucb
HOpMasbHas AMHaAMMKa MNCUXMYECKOro W peyvyeBoro pas-
BUTUS M TeMMNoBas 3ajeprKa CTaTOMOTOPHOrO0 Pa3BUTUSA
B 1-M MONYroauMu WM3HW C MOCAEAyLLeNn HoOpManusaumen
BO 2-mM nonyroauu. B pganbHeWlwem nNCUXMYEcKoe, pede-
BOE M CTaTOMOTOPHOE pa3BUTME COOTBETCTBYIOT BO3pacTy.
dopmnpoBaHne 6UOINEKTPUHECKON aKTUBHOCTU FONIOBHOIO
Mo3ra Mo AaHHbIM 3neKTpoaHuedanorpadum B AUMHAMUKE
COOTBETCTBOBaNO BO3PaAcCTy, NATONIOrMYECKMX BMAOB aKTUB-
HOCTU He OTMeYanocCb, 4TO MO3BONANO 6e3 OorpaHuyeHuwn
NPOBOANUTL TEpanuio N0 peKoMeHaauun odtanbmonora.

Ha ¢oHe auMHamunyeckoro HabnwogeHus n odpTanbmo-
NIOTMYECKOr0O NeYeHUs (INEKTPO-, N1a3epoCcTUMyNaLma 3pu-
TeNbHOro HepBsa), No AgaHHbIM 3BI1, B AMHaMUKe K Bo3pacTy
6 MeC YW3HU OTMEe4YeHO MosB/eHne cnabblXx YCTOMYMUBLIX
OTBETOB Ha BCMbIWKY cBeTa. [pu ganbHenwem Habnwge-
HUM OTMedvaeTCcs MeASieHHas MOoXUTeNbHas AMHaMMUKa
aMnanTyabl M 1aTEHTHOCTM KoMMoHeHToB 3BI1, coxpaHaeTcs
CHW}EHMEe OCTPOTbl 3PEHMS, OAHAKO LIBETOBOE U MpeameT-
HOe 3peHune coxpaHHbl. OTMeYaeTcs BTOPMYHOE cxoasLieecs

Kocornasue, pebeHOK Hy/aaeTcs B MOCTOSHHOW OYKOBOW
KOppeKLnu.

Bo 2-m nonyroanu *}mn3Hun oTMeyeHo 3amensieHne Habopa
Macchl Tena nNpy HopManbHOW AMHAMWKEe POCTOBbLIX NOKa3a-
Tenen, duanyeckoe pasBuTMe K Bo3pacTty 1 roa oueHuBa-
NI0Cb KaK cpeaHee, AMCrapMOHMYHOE C AedUUMTOM MaccChl
B nNpeaenax 1 cMrmanbHOro OTKIOHEHMHS.

Ha 2-m rogy »uM3HM obpauiano Ha cebss BHMMaHue
OTCTaBaHMe TEMMOB pocTa (CKOPOCTb pocTa cocTaBnana
12,3 cm/rog, oednumt — 1,5 curmanbHbIX OTKNOHEHMS). Mpun
uccneaoBaHMM ropMOHaNbHOro cTatyca Nno pexkoMeHaauuu
3HOKPMHONOra ypoBEHb KOPTU30/1a U TUPEOUAHBLIX FOPMO-
HOB COOTBETCTBOBASl HOPME, WMHCYNMHOMOAOGHbLIN (aKTop
pocta — 16,8 Hr/mn. [MpoBoaMnach KOHcepBaTUBHas Tepa-
nus, o6cnefoBaHue B AMHAMUKeE.

K Bo3pacTy 4 neT B KIMHUYECKON KapTUHE AOMUHUPYIOT
3HOKPWHHbIE HapylWeHUs B BMAE 3a[ePKKM pocTa (pocT —
94 cm, macca — 13,25 Kr, cKopocTb pocta — 5 cm/roa,
nedbuumnT coctaBnsin 2 CUrMasbHbIX OTKIOHEHUS). KOCTHbIM
BO3pacT cooTBeTcTBYET 12—-18 Mec.

Mo pgaHHbIM MPT ronoBHOro mo3ra B JMHaMUKe B BO3-
pacTe 4 neT BbIIBIEHO 06beAMHEHNE NEepPeaHUX POroB BOKO-
BOrO }eNyaoyKa npu HopmanbHoM AnddepeHLMPOBKE KOpbI
M 6enoro BellecTBa ron0BHOMO Mo3lra. [laHHasa KapTuHa
B COYETAHWM C rMMonaasunen cBoda M KoneHa MO30/MCTOro
Tena oTMevyaeTcs Npu runonaasvn/areHe3nmn npo3padvyHomn
neperopoaKku, YTo B COYETAHUN C TMMonnasunemn 3puTenbHoOro
HepBa W 3agHen aonu runodmusa COOTBETCTBYET CUHAPOMY
ne Mopcebe.

3akntouyeHue. Takum o6pasom, NpeacTaBIEHHOE KIu-
HUYecKoe HabnlAeHne WANKOCTPUPYET TUMUYHYIO KapTuHY
OaHHoro opdaHHoro 3aboneBaHua (OMIM #182230), rae
coyeTaloTCs NaToNorUs 3PUTENbHbIX MPOBOAALWMX MNyTEW,
MPT-KapTuHa areHe3uu npo3pavyHoW NMeperopoakn nepea-
HWX OTAEN0B MO30JIUCTOrO TeNa M 3HAOKPUHHbIE HapyLLEHHUS,
CTeNEeHb BbIPaXEHHOCTH KOTOPbIX C BO3PACTOM ycyrybnseTtcs
W onpeaensieT KIMHUYECKYIO TAKECTb COCTOSIHUA MalueHTa.
B HacTosillee Bpema pebeHOK MPOoXoamMT SHOOKPUHONOTrMYe-
CcKoe ob6cnenoBaHue Ang onpeaeneHuns ganbHenwen TakTuku
neyveHus.

KnuHuyeckuu cnyyam TyoepKysesa MHOXeCTBEHHbIX JIOKanu3a-

UUHA Yy feten
IywuHa 3.A., Y3yH A.C.

HayuHbi pykoBoautenb: Kucenesuu 0.K., K.M.H., Ol E€HT
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AKTyanbHOCTb. TyGepKyne3a — WHPEKLUMOHHOoe 3abo-
fleBaHne, KOTOPOE BbI3bIBAETCA MAaTOreHHbIMWM MUKOGaKTe-
PUAMM, OTHOCSALLMMUCS K KNaccy akTMHOOGaKTepUH, NOpPsSaKy
aKTMHOMMULETLI, cemencTBy Mycobacteriaceae, o6pasytouime
rpynny Mycobacterium tuberculosis complex. Ty6epkynes
MHOXECTBEHHbIX JIOKaNM3aLnn y 1eTel NpoTEKAET C Npenmy-
LWECTBEHHbIM NMOPaXKEHNEM BHYTPUIPYAHbLIX NTMMdATUHECKMX
y3/10B, @ TaK}Ke B BUAE MUIMAPHOIro TyGepKyes3a IErkux.

KnuHunyeckuin cnyvam. AHaMHE3 KW3HU: [eBOYKa
2017 r.p., oT 3-1 6epeMEHHOCTH, 2-X onepaTUBHbIX POAOB Ha
cpoke 27-28 Hef. bepemeHHOCTb NpoTeKana Ha ¢doHe apTe-
puUanbHOM rMNEePTEH3MHK, C YTPO30KM NpepbiBaHKs Ha 5-¢1 Hep,
TakXe Ha 22-i Hep 6blfia yrpo3a npepbiBaHUs Ha GoHe UaK-
onaTtuyecKkom TpomboLmMToneHnyecKom nypnypbl. Macca Tena
npu poxkaeHmn — 1100 r, oueHKka no APGAR — 7/7 6annos.
C poXKAeHMs Haxoaunacb Ha WMCKYCCTBEHHOW BEHTWUASLMMK

Nerkux, 6blnm NpoBeaeHbl peaHMMaLMOHHbIE MEPONPUATHS.
lMepeBeneHa B nepuHaTaibHbiM LEHTP, rAe Haxoaunacb
no 2 mec 10 gHewn, ¢ gMarHo3om: BpoxkaeHHast MHEBMOHMS.
LlepebpanbHas rMnoKcusa. HeoHaTanbHas »entyxa. AHEMUS
HeJOHOLWEeHHbIX. PeTMHONaTMs HeJoOHOLWEHHbIX 2—3-¢1 cTene-
HU. [eMaHrMomMa KOXu CnuHbl. C pOXAEHUS Ha UCKYCCTBEH-
HOM BCKapMm/AnBaHWKU, NpPodUNaKTUYECKME MNPUBUBKKU He
NPOBOANIUCD.

dTU3nMaTprMyeckut aHamHes: B pogaome BLK-M He
BaKUMHUpOBaHa. bbin Ty6epKyne3Hbld KOHTaKT C OTLOM
(MHPUNbTPaATUBHLIN Tyb6epKyne3 npaBoro jerkoro, dasa
pacnaga M ob6cemeHeHUss, MUKOGaKTepun TybepKynésa
(MBT) (+)).

AHaMHe3 3aboneBaHus: 3abonena, No cnoBam Matepu,
B MapTe 2018 r. (B BO3pacTe 4 mec), Koraa nosiBuAcCs npu-
CTYyrnoo6pasHbIi Kallefb ¢ an1M3o4amMn pBoTbl Ha GOHE HOp-



ManbHOW TeMnepaTypbl Tena. bbina ocMoTpena neaMaTpom,
Ny1bMOHOIOFOM W annepronaorom. HasHayeHa cumnToMaTm-
yeckasa Tepanus (bygecoHma) — 6e3 adpdekTa.

B ntoHe 2018 r. (B Bo3pacTe 7 MecC) B CBA3M C YCUNEHU-
€M Kaluna BbIMNOSIHEHA peHTreHorpadus opraHoB rpyaHoOMn
KNETKK, BbIBNEHbI U3MEHEHUS B NEerkux. [leBoyka 3IKc-
TPEHHO rocnuTanu3vMpoBaHa B [IeTCKYIO FOPOACKYK Kiu-
HUYecKy 6onbHuLy N2 9O, rae Obln MOCTaBAEH AMArHos:
[IBYCTOPOHHASA OCTpas MNoAMCerMeHTapHass MHEBMOHMUS.
BpOHX006CTPYKTUBHbIVM CUHAPOM. [bixaTenbHas HegocTaTou-
HOCTb | — Il cTeneHu. NpaBOCTOPOHHMI WENHBIN TMMPAAEHUT.
Monyyana aHTMGaKTEpUaNbHYO Tepanuio CcyabTaMULMAINU-
HOM, K1apWUTPOMMLMHOM, aMUKaLMHOM, UHransiuumn ¢ 6yae-
COHMAOM, unpartponusa 6pomuaom. Y3 opraHoB 6GpHOLIHOM
NoAOCTM M MOYEK: 3xorpaduyeckne MpusHaku runepnna-
31N Me3eHTePHabHbIX TMMbaTUYECKUX Y3/10B, CNeHOMe-
ranns. Y3W MArkux TKaHen Lweun: axorpadpuyeckue npu-
3Hakn numdageHuta. NccnegoBaHMe MOKPOTbl METOAOM
NIOMWHECLEHTHON MMKPOCKOMUU: OBGHapYXKeHbl KWUCNOTO-
YCTOMYMBbIE MUKOBAKTEPUU. AHANM3 MOKPOTbl Ha MBT meTo-
nom TMUP: o6HapyxeHa JHK MBT complex, yyBcTBUTENbHAA
K pudamMnuLmHy.

B utone 2018 r. nepeBeneHa B Ty6epKyne3Hoe ieroyHoe
neanaTtpuyeckoe otgeneHrve N2 1. CocTosiHME Ha MOMEHT
OCMOTpa TSAXKEeNoe 3a CYET BblParKEHHbIX CUMMNTOMOB Ablxa-
TeNbHOM HEAOCTAaTOYHOCTH, MHTOKCUKaLMK. Ha ocmoTpe 6ec-
NOKOMHa, 0TMeYaeTCs NOCTOSHHOE NOAKaLLnBaHKe, LWyMHoe
AblxaHWe. ANMNEeTUT CHWXKEH, BOAYy MbeT. KOXHble MOKPOBbI
YUCTble, NepuopbuTanbHblM U NepuopasnbHbii LMAHO3, Ha
KOXe CMWHbl cnpaBa remaHrnoma. OfblliKa CMeELWaHHOro
XapaKtepa, C yyacTueM BCrnomMorateflbHOM MyCKynaTypbl.
OTmevaeTcs onyxoneBuaHoe o6pa3oBaHME B LLEMHOW U Noa-
YyentcTHoM obnacTax cnpasa. Manbnupyotes nepudepunye-
CcKune numdaTndeckue yanol B V rpynnax go Il — lll pasamepa,
nogyentoctHon ysen — po IV pasmepa, numdaTnyeckue
y31bl B WEMHON rpynne cnpaBa MHOMXECTBEHHbIE, MOTHbIE,
NoABUXKHbIE. B Nerknx *ecTkoe AblxaHwe, 3aTpyAHEH BblAoX,
BbICNYLIMBAIOTCA PeAKMNE KpenuTupytoLwne xpunel. Y/, Bo Bpe-
Ms cHa 52/MuWH, BO Bpemsa 604pCTBOBaHUS — A0 96/MUH.
KAMHUYECKUI aHanu3 KpoBu: Neikountos (13,2x109/n),
remornobuH (84 r/n), c/a Hentpodunbl (60%), 303MHOPUNbI
(14%), CO3 (20 mm/4); »enezo (2,9 mMKkMonb/n). AHanu3a

Mo4YM B npegenax Hopmbl. AHanM3 CAMHHOMO3rOBOW XWA-
KOCTW B npegenax Hopmbl. AHanmM3 nukBopa Ha MBT meTo-
gom MUP — AHK MTB He o6HapyxeHa. [loceB MOKpOTbI
NIOMWHECLEHTHBIM METOAOM — OTpuuaTenbHbin. MasKku
13 3eBa, Mova Ha MBT metogom lMLUP — oTpuuaTenbHble.
MccnegoBaHne KpoBW, NIMKBOPA, MOYM Ha TOKCOMNa3Mo3,
BUpyc AnuwTtenH-bappa, uMtoMeranoBupyc, BUpYC repreca
metogoMm [P — oTpuuatenbHble. AHaNM3 mMasKa Ha rpu-
6bl — BblaeneHbl Candida spp. Peakuust Ha npoby MaHTy
¢ 2TE NMN-J — 7 mm ¢ netexuamun. PeaKuus Ha npoby
¢ ATP — otpuuatenbHas. 3KI: cMHAPOM paHHeW penonspu-
3aUun Kenygodkos. Y3U cepaua: He3HauyuTenbHas avnaTta-
LS MpaBOro enyaoyKka, 1eBOro U nNpaBoro npeacepaves.
Y3W opraHoB 6pIOLWHON MONOCTU: KalbLMHATbl B CENEe3EHKE.
KoHcynbTauua 6poHxofiora: y4uTbiBas, 4TO AblxaTenbHas
HeAoCTaTOYHOCTb ¥ pebeHKa cBA3aHa C MaCCUBHbLIM Tybep-
KyNe3HbIM MpOoLEeccoOM B N€roO4HOM TKaHW M OTCYTCTBMEM
NPU3HAKOB MOPaXeHUS KPYMHbIXx GPOHXOB, MpoBefeHue
GPOHXOCKOMUKM He Moka3aHo. KoHcynbTauus MMMyHonora:
M3MeHeHUs T-KNEeTOYHOro 3BEeHa COOTBETCTBYOT OCTPOMY
BOCnanuTenbHoOMy npoueccy. lNpoBoanance NpoTMBOTYGEpP-
KynesHoe fiedeHue no | pexxummy.

B aBrycte 2018 r. oTMe4aeTcs MOSIOKUTENbHAA OWHa-
MWKa B KIMHUMYECKOM aHanuM3e KPoBWU, BGUOXMMUYECKOM
aHanuse Kposw. MonoxuntenbHaa agMHamunKa Ha KT opraHoB
rPYAHON KNETKM B BUAE YMEHbLUEHWS, HAaCTUYHOMO paccachl-
BaHWS M YNIOTHEHWUA MHOUNBLTPATUBHbBIX U3MEHEHMI C ABYX
CTOPOH.

B anpene 2019 r. nonoxutenbHas AMHaMuKa Ha KT opra-
HOB TPYAHOM KNETKWM B BUAE YMEHbLUEHUS pacrnpoCcTpaHeH-
HOCTM y4aCTKOB KOHCONMAALMMN B NIEMKMX.

B HacTosllee BpeMs (4epesd 15 Mec OoT Havyana nevyeHus,
B Bo3pacTe 1 rog 10 Mec) COCTOSIHWME CpefHEeW TSKecTu
3a CYeT OCHOBHOro 3aboneBaHus. OTcTaeT B GU3NYECKOM
M pevyeBoM pa3BUTUKU. Ha ocmoTpe akTnBHasa. Koxa n Buau-
Mbl€ CIM3WUCTble PO30BbIE, YUCTbIE. B NErkux AbixaHue nya-
PUIbHOE, XPUMOB HET.

3aknoyeHune. Taknm 06pa3oM, Mbl XOTENM MOKa3aTb
TPYAHOCTM AMArHOCTMKM Ha aTane obllen neyebHOW ceTu
M OCOBEHHOCTU TeyeHus Tybepkynesa y pebeHKa paHHero
BO3pacTa C OTArOWEHHbIM CEMENHbIM aHaMHE30M, He BaK-
LIMHUPOBAHHOIo BaKLUMHON BLIK.

KnnHuyeckuu cnyyam renatonyibMOHa/lIbHOro CUHApPOMaA

KanpaHosa M.C.
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AKTyanbHOCTb. [enatony/ibMOHasbHbI CUHAPOM — 3TO
naTofIorMYecKoe COCTOSIHWE, XapaKTepuayloleecs Tpuaaon:
pacliMpeHre M aHrMOHeOoreHe3 BHYTPUIErOYHbIX COCYA0B
W HapylleHWe BEHTUASLMOHHO-NEPdPY3MOHHOIO COOTHOLIE-
HUS. [AMarHoCTUYECKME KpUTEPUWM renatonylbMOHaNbHOro
cvHapoma:

1) Hann4ymne XPOHMYECKOro NoparKeEHNsa NeveHu;

2) yBeNMYeHUe afnbBEONSPHO-apTepUanbHOro rpagmMeHTa
Ha 15 MM pT. CT,;

3) Hannune aunaTauMu BHYTPWIETOYHbIX COCYAOB Mpu
npoBeAeHNM 2-MepHOW TpaHCTOopaKalbHOM KOHTPacTHOWM
axoKapaunorpadun (3xoKI) nnm pagMon3oTonHOro CKaHMpo-
BaHWS C MaKpoarpermpoBaHHbIM anbObyMUHOM.

KnuHWYecKasa KapTrHa CONpPOoBOXKAAETCA TaKMM NaTorHo-
MOHMWYHbIM CUMNTOMOM, KaK OPTOAEOKCHS (YCUNEHNE TUMOK-
CEMWM B BEPTUKANIbHOM MOMOXKEHMM). YNyYLLEHNE COCTOAHUS

CBSI3aHO C YCUJIEHMEM KPOBOTOKA B OCHOBAHWMW IETKUX NOJ
CWJION TAXECTU.

YactoTa BO3HMKHOBEHMSA JAHHOMO CMHAPOMA Yy NauueH-
TOB C LMPPO30M neyeHu coctaBnsaet or 4 0o 47%. lMatunetHas
BbI)XMBAEMOCTb MaLMEHTOB C renatonyibMOHaNbHbIM CUH-
apoMomM 6e3 TpaHcnnaHTauuu nedyeHn coctaBnsetr 23%,
y NauneHToB 6e3 renartonybMOoHaabHOro cuHagpoma — 63%.

KnuHunyeckuin cnyvam. [eBoyka 7 neT C AnarHo-
30M «BTOPUYHbIN GUAMAPHBIK LMPPO3 MneyeHu». PebeHoK
OT 4-i 6epeMeHHOCTH, 2-X CPOYHbIX poaoB, 39 Hepn recra-
UMK, npoTeKaBlwen Ha GoHe yrpo3bl NpepbIBaAHUSA, XPOHU-
yeckon deTtonnaueHTapHOn HegocTatoyHOCTU. Macca Tena
npu poxaeHnn — 2950 r, gnnHa Tena — 52 cm, oueHkKa no
wkane APGAR — 8/9 6annos. lNepeHeceHHble 3aboneBa-
Hus: OPBW, BeTpsiHaa ocna. Annepruyeckui aHamHes: He
OTATOLLEH.

Russian Pediatric Journal. 2020;1(3):45-66

7 2020;1(3):45-66

MACKMI NeauaTpUUYEcKuin XKypHan.

Poccu



Short Report

KpaTtkue coobuieHus

AHaMHe3 3aboneBaHus. PebeHOK 60NeH C poXAeHUs,
CO CNTIOB MaTepu, KEeNTyLIHOE OKpalMBaHME KOXHbIX MOKPO-
BOB OTMEeYasoCb C MOMEHTa BbIMUCKK U3 POAUSILHOIO AoMma.
HapacTaHue }enTyxm oTMedanocb co 2-ro Mec 1M3Hu. B Bos-
pacte 2 MeC No 3KCTPEHHbIM NOKa3aHUAM rOCNUTaNU3npo-
BaHa B OTAe/NIeHMe NaToNorMnM HOBOPOXKAEHHbIX C Xanobamu
Ha MKTEPUYHOCTb KOXHbIX MOKPOBOB, 06ECLBEYEHHbIN CTy,
naoxyto npubaBKy B Bece. [uarHoctMpoBaHa 6GuaMapHas
aTpesua u B BO3pacTe 3 MeC BbINOSIHEHA MNOPTOIHTEPOCTO-
mMusi no Kacau, 6Moncus neveHy nogTeepanna anarHos «BTo-
PUYHBbIN BGUAKApPHbLIA UMPPO3 nedvyeHn». Mopdonoruyeckas
KapTMHa COOTBETCTBYET aTPE3MU KENYEBbIBOAALWMX MyTEN,
aTpes3unu KenyHoro ny3bips ¢ GopmMMpoBaHUEM BUAMAPHOIO
UMppo3a (MHAEKC MMCTONOMMYECKOW aKTMBHOCTK o Knodeli
5 6annoB — MArkas).

HecmoTps Ha NpoBOAUMYIO TEpanuio (CMMNTOMaTUYECKYO
M TOPMOHOTEPANUIO B TeYeHUe 2 Mec), y pebeHKa coxpaHs-
JINCb KENTYLUHOCTb KOXHbIX MOKPOBOB, MKTEPUYHOCTb CKAEp,
o6ecLBEeY€EHHbIN CTyN, CUHAPOM LMTONM3a, Xonectasa, rmno-
anbbymmnHemusa. B TedyeHune 7 neT exerogHo Habnwoganacb
B CMeLmManmM3npoBaHHOM XMPYPrMYECKOM OTAENEHWMN.

30.12.2020 — nnaHoBas rocnutann3auns B OTaeNeHue
racTpoaHTeponoruu B ®egepanbHom LeHTpe. Mpu noctynne-
HuuK: pocT — 120 cm (50-75-1 nepueHTUnb), Bec — 21 Kr
(50-75-1 nepueHTUNb).

dusnyeckoe pasBuTHE cpefHee, rapMoHMYyHoe. Koxka
61efHas, yMEPEHHO BNaxHas, Yncras. Bugmmole cnmsunctole
060/104KMN 6/1€AHO-PO30BbLIE, YACTbIE. PacluMpeHHas MoaKOXK-

Hasi BEHO3Has CETb Ha KOXe XMBOTa U Anua. AKpounaHos.
LlnaHo3 Hocory6Horo TpeyronbHuKka. Jedpopmauus nanbLueB
B BuAe 6apabaHHbIX NanoyeKk, HOrTem — B BWUAE YacOBbIX
cTtekon. MNevyeHb +1 cM U3-Noj Kpas pebepHon ayru, naoTHo-
31aCTUYHOM KOHCUCTEeHUMK, 6e36one3HeHHad. Cene3eHKa
+3 c™M mn3-nog Kpas pebepHon ayru. OcTalbHble CUCTEMBbI
6e3 nartonoruu. Xanobbl: ofblllKa, YyTOMASEMOCTb, LuWa-
HO3, CHU}EHUE PU3NYECKON aKTMBHOCTU. lNpu npoBeaeHumn
nynbCoKcumeTpumn: nexa Sp02 = 84%, ctoa Sp02 = 79%,
4YTO rOoBOPUT 06 OPTOAEOKCHMU, HAMYUN apPTEPUOBEHO3HbIX
WwyHToB. O6pallaeT Ha cebd BHUMaHWE TAKECTb COCTOSHUS,
He COOTBETCTBYOWAsA NEeYEHOYHON HEAOCTAaTOYHOCTH.

®yHKLUMOHaNbHbIE NPO6bLI NevyeHn 6e3 0coBGeHHOCTEN,
Nno AaHHbIM MHCTPYMEHTaNbHbIX UCCnefoBaHu: Anddy3HbIe
M3MEHEHMS MapeHXMMbl NEYEHM C NPUBHAKAMK BHYTpPUNEYe-
HOYHOWM NOpTanbHON TMNEPTEH3UN.

B avHamuke 3a 2013 no 2020 rr. — noBbilEHWE YPOBHS
3PUTPOLIMTOB, LBETHOMO MOKas3aTens, reMaTtokputa Benea-
CTBME XPOHUYECKOMN MMMOKCHUMN.

HecmoTpa Ha KOMMEHCUPOBAHHbLIA LMPPO3 MEYEHH,
renatonynbMOHasbHbIA CUHAPOM, TpebyeTca KOHCyAbTalus
Ha NpeaMeT TpaHCnaaHTaUUn NeYeHu.

3akntoyeHune. CBoeBpeMEHHasa TpaHcnaHTauuMa neve-
HW Yy NUL, C renaTonynbMOHaNbHbIM CUHAPOMOM CHUXKaeT
netanbHOCTb € 63 A0 9%. [10CTYNHbLIM UHCTPYMEHTOM ANArHO-
CTUKM apTEPMOBEHO3HbLIX LWYHTOB ABASETCA OnpeaeneHue
pasHuLbl napuuanbHoro aasnexnns O, B MONOXKEHUN Nexa
n CcTOS.

KnuHuyeckumn cnyyam cuHapoMa BPOXKAEHHOU LEHTPaANbHOMU
rMNOBEHTUNALUU, AUArHOCTUPOBAHHOIO Yy pebeHKa

B HEoOHaTaJibHOM nepuoje
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AKTyaNbHOCTb. BpoxXaeHHbIN LeHTpalibHbIM
TMNOBEHTUNSALMOHHBIN  cuHAPOM  (congenital central
hypoventilation syndrome, «CMHAPOM MPOKAATUS PYCaNKu»,
CUHAPOM YHAMHBI) — opdaHHOEe ayTOCOMHO-AOMWHAHTHOE
3abonesaHne (OMIM #209880), xapaKTepuaytolleecst Hapy-
LWeHMeM aBTOHOMHOMO KOHTPOAS AblXaHWs B OTCYTCTBUE HEPB-
HO-MbILLIEYHbIX, IErOYHbIX, KapAUONOrMyecKknx 3aboneBaHuim
WKW MOopa*KeHust cTBofla Mo3ra. Bnepsble AaHHbIM CUHAPOM
6bin1 onucaH B 1978 rogy Haddad v coaBT. y Tpex nauu-
€HTOB, KOTOpble YMEP/N B NepBble MeCsUbl XW3HW, 3aTeM
B 1980 rogy Stern u coaBT. onucanuM CUHAPOM YHOWHbI
Yy HOBOPOXAEHHOro Masnb4yuKa. HapyleHue aBTOHOMHOMO
KOHTPONS AblXaHWs NPUBOAWT K HeaJeKBaATHOMY BEHTUNSALM-
OHHOMY OTBETY Ha TMMEPKaNHUIO U TUMOKCUMUIO. [lbixaHue
HOpMasbHOe BO Bpemsi 60APCTBOBAHMS, HO BO BPEMS CHa
y 60/1bHbIX HabAaeTcs rMNoBeHTUNALNS. B Hanbonee Taxxe-
NbIX CNyYaaXx rTMNOBEHTUAALMS Y NaLMEHTOB HabNoAaeTCa Kak
BO BpeMS$ CHa, TaK 1 BO Bpemsi 604PCTBOBaHMS.

KnuHunuyeckum cnyyan. Pe6eHOK OT comMaTUyecKn 340-
POBOW XeHLWMHbI 25 neT, oT 1-n 6epeMeHHOCTHU, NPoTEKaB-
wewn B 1-M 1 2-M TpumecTpax 6e3 0Co6eHHOCTEN, B 3-M TpU-
MecTpe — C yrpo3ow npepbiBaHusa. Ha cpoke recrauuu
20 Hep no gaHHbIM ynbTpasdBykoBoro (Y3W) CKpuHWHra
3anofo3peHa aTpe3uns nuueBoja C TpaxeonuiieBOAHbIM
cBuweM. Poabl npexaeBpeMeHHble, Ha 34-i Hep rectauuu,

onepaTtuBHble. OueHka no wkane APGAR — 4/5/6 6an-
nos. Macca Tena pebeHka — 2145 r, gavHa Tena —
48 cMm. TpU pOXKAEHUN TAKECTb KIMHUYECKOrO COCTOSHMUS
obycnoBneHa AblxaTelbHOM HeAOCTaTOYHOCTbi. PebeHoK
MHTY6MPOBaAH B POAMIbHOM 3afe, NepeBeAeH Ha WCKYyC-
CTBEHHYIO BeHTUnauuto nerkux (UBJ1), B cBS3K ¢ apTepwu-
albHOW TMMNOTEH3WEN Ha3HayYeHa KapAuoTOHMYecKas noj-
OepxKa (gonamMumH 5 MKr/Kr/4) ¢ NOCTENEHHOW OTMEHOW
nocne ynydweHus cocTosiHus. B HeBponornyeckom cra-
Tyce OoTMeYancs CUHAPOM yrHeTeHus. ATpesus nuuieBoaa
He NoATBepXKaeHa.

B Bo3pacTe 4 cyT *KM3HM pebeHOoK 6bl/l NepeBeaeH B oTae-
fleHne peaHrMaunn U MHTEHCUMBHOW Tepanun HOBOPOXKAEH-
HbIX MOCKOBCKOI0 06/71aCTHOIO LIEHTPa OXpaHbl MaTePUHCTBA
n getctBa. lMNpu NOCTYNNIEHMU COCTOSIHME TSXKenoe 3a cyeT
[bIXxaTeNbHOW HEAOCTAaTOYHOCTH, pecnupaTopHas MOAAEPK-
Ka metogom WMBJ1. B HEBpOSIOrMYECKOM CTaTyce CUHOPOM
YrHETEHUS, KIMHUYECKMX Cyaopor HeT. KoxKHble MOKPOBbI
UKTEPUYHbI, MUKPOLMPKYNSLMA yaoBaeTBopuTenbHas. MNpu
aycKynbTauuu AblxaHne ocnabneHHoe nyapuabHoe, MpoBO-
AMTCS BO BCE OTAE/bl, BIAXHble MeKony3blpyaTble Xpumbl,
npuv CaHauuW BEPXHWMX AblXaTebHbIX NyTel U3 WHTyGaLu-
OHHOM TPYBGKKM MNoay4yeHa CAu3ucTas MOKpoTa B 60/blLIOM
Konnyectee. [emoanHaMmnKa cTtabunbHa. o xenygoyHomy
30HAY — OTAENsiEMOE C MPOXMNKaMu 3eneHn. nBoT B3ayT,



nepuctanbTMKa He BbicnywmnBaeTtca. CTyna npu ocmoTtpe
He 6blno. lMonoBble opraHbl cHOpPMUPOBaHbI MPaBUIbHO
Mo YXEHCKOMY Tuny. lMype3 4oCTaTOUHbIN.

Mo gaHHbIM O6LLEro aHann3a KPOBW BbISBEH JIEMKO-
unTo3 (18x109/n), TpomboLMTONEHNS (66x10°/N). TaecTb
COCTOSIHUSA pebeHKa Ha MoMeHT nepeBog B OPUTH 6bina
o6ycnoBieHa Te4eHMeM HeoHaTanbHOM MHEBMOHUKU U HEKPO-
TUYECKMM 3HTepoKoanToM (HIK) 2-i ctagum.

Ha ¢oHe npoBoavmon Tepanuu sBneHnsa HIK n nHeBMOHUK
OblNM KyNMpoBaHbl. B CBSA3K € ynydlWEHWEM COCTOSIHUA npes-
NMPUHUMaNUCb HEOAHOKPaTHbIe MOMbITKM MepeBoAa pebeHKa
Ha ManoWHBa3MBHYIO BEHTUASALMIO, OfHaKO Yepe3d 15-20 y
Habnaanucb CTepeoTUnHas oTpuuaTeNbHas AMHaMUKa Kau-
HWYECKOrO COCTOSIHUS 3a CHET HapacTaHUs AblXaTeNbHOM Hefo-
CTaTOYHOCTM Ha ¢dOHe HapacTalolWen Mblle4YHON FMMNOTOHUK,
pasBUTME WM HapacTaHWe PECNMPATOPHOro aumnaosa U BO3HMK-
HOBEHMeE rMyBOKOro anHo3, 3a Yem ciegoBan NOBTOPHbIN Nepe-
BoA Ha MBJ1. B TeyeHune cneaytowmnx 2 Hea 6b110 NpeanpuHaTo
5 6e3ycnellHbix MOMbITOK nepeBoja pebeHKka Ha camocTos-
TenbHoe AbixaHue. Kpome HapacTaHus cnabocTu AblxaTelbHOM
MYCKynaTypbl, MHbl€ NMPUYUHBI OblXaTeIbHOW HEeJOCTaTOYHOCTH
OblIM UCKNKOYEHDI, YTO CTaNo OCHOBOW AN19 NpoBeaeHus and-
depeHumanbHO-AMarHoCTUYECKOro Noucka opdaHHbIX, B TOM
yucne HacneacTBEHHbIX HEPBHO-MbILEYHbIX, 3a601E€BaHNUN.

lMpoBeAeHO KOMMIEKCHOE  KIWMHWKO-NabopaTopHoe
W WHCTpyMeHTanbHOoe o6cneaoBaHue. 10 AaHHbIM HeEWpo-
coHorpadum Ha 15-e CyT XKM3HW Oonpeaensnucb NpPU3HaKu
CTPYKTYPHOW HE3pPenocTu B BMAE YMEPEHHOro OLHOPOLHOro
MOBbILWEHUS 3XOreHHOCTU MEPUBEHTPUKYNAPHBLIX 30H, BU3Y-
anusauuu nosiocTM Npo3payvyHor neperopoaku. Y3U Tumy-
ca — 6€e3 naTofornun. AneKtTpoHenpommnorpadus Ha 19-e cyTku
U3HU — AKCOHOAEMMUENMHUIUPYIOLNE W3MEHEHUS NETKOM

CTENEeHN BbIPaXXEHHOCTU, BEPOSITHO, 3a CHET 3a[epPrKKN MUue-
NIMHU3AUMN HEPBHbLIX BOJIOKOH. TEKyLEero JeHepBaLMOHHOro
npouecca He BbisiBNeHo. MPT ronoBHoro moara Ha 18-e cyT
WU3HW — CTPYKTYPbl FOJIOBHOrO M0O3ra chpopMUPOBaHbI Mpa-
BUJIbHO, LilepebpalbHbIX AUCTEHE3UIR U KITMHUYECKM 3HAYUMbIX
CTPYKTYPHbIX UBMEHEHUI He BbiiBNEHO. MUHUMasbHOE paclun-
peHWe HapyKHbIX IMKBOPHbIX MPOCTPAHCTB MO OTKPbLITOMY TUMY.

AHaNM3 KPOBU METOAOM TaHAEMHOM MacC-CNEKTPOMETPUHN
Ha HacneacTBeHHble 60n1e3Hn obMeHa — aMuHoauuaona-
TWUW, OpraHMyeckne aunaypun, gedeKkTbl MUTOXOHAPUANbHO-
ro 6eTa-OKUCNEHNS UCKITIOYEHBI.

AHTUTENA K aLLETUNIXONIMHOBbLIM PELIENTOPAM U CKENTETHbIX
MbllLLL@X — OTpULLATENbHbI.

CeneKTUBHbIN CKPUHUHI — KOHUeHTpauua FGF-21
B nnasme KpoBu 6onee 4000 nr/mn, 4TO MOXKET COOTBET-
CTBOBATb MUTOXOHAPUWANbHbIM 3a60/1€BaHUAM U HapyLEeHU-
SIM YKMPOBOrO W YrNeBoHOro o6meHa.

[na yToyHeHWa anarHo3a nocne KOHCynbTaluKu ¢ reHeTu-
KOM ¥ HEBPOIOroM POCCUMCKOM AETCKOW pecrnybiMKaHCKOM
KNMHWYECKON 60nbHULbLI AnddepeHLManbHO-gnarHocTnye-
CKMIW MOWUCK MPOBOAMNCS B cneaylolmx rpynnax 3abonesa-
HUW: 1) MUKOreHo3bl; 2) MUTOXOHAPUaNbHble 3a60/1IeBaHNS;
3) BPOXKAEHHbIN LeHTpanbHbii TMAOBEHTUNALMOHHbBIA CUH-
npowm; 4) cuHapom daumno — JloHge.

Mo peaynbTatam reHeTM4ecKoro aHanusa BbiBNEH
GCN noBTop B reHe PHOX2B, 4yto noarBepavno avarHo3s
BPOXAEHHOI0 LIEHTPaNbHOr0 TMNOBEHTUAALMOHHOIO CUH-
apoma. B Bo3pacte 3 mec XuM3HU pebeHoK 6bln nepeBeaeH
B ®IBY «HauMoHanbHbl MEAULIMHCKUIA UCCNefoBaTeNbCKUM
ueHTp uMm. B.A. Anma3zoBa» MuH3sagpasa Poccun ans pelue-
HMS BOMpOca O NOCTaHOBKe CTUMYyNsaTopa AnadparmanbHbix
HEepBOB.

KnuHuyeckuu cnyyam Te4eHUs OoCTPporo remaTtoreHHoro
mMmeTtadm3apHOro octeomuesiMta nNpaBom Nie4eBou KOCTHU
U BPOXAEeHHOWU NHEBMOHUU JOHOLUEHHOro Y HOBOPOXXAEHHOIro
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AKTyanbHocTb. OHOM N3 Npo6sieM B COBPEMEHHON Meaun-
LMHE B LLE/IOM U HEOHATOOMMK B YaCTHOCTM OCTAETCS OCTEO-
MWENUT HOBOPOXKAEHHbIX, KOTOPbIA, SBAASCb PEAKUM BOC-
nanutenbHbIM 3ab0/eBaHNEM KOCTHOM TKaHW, Bbl3blBaeTcs
6aKTEPUSIMU NPEUMYLLLECTBEHHO CTAadMNOKOKKOBOW rpynmbl.

OcTteoMmennT MOXeT NpoTeKaTb KaK JoKanbHoe 3ab0-
NneBaHve, a MOXKET 6biTb OAHWM M3 04aroB HeoHaTaslbHOro
cencuca. OcTpbln rematoreHHbin octeommenut (OI'0), BO3HM-
KaloLWWih y aeTen paHHero Bo3pacta, MMEET CYLLECTBEHHbIE
OTANYMS, O06YCNOBNEHHble aHaTOMO-OU3NONOTUYECKUMMU,
WMMYHONOrMYECKUMN, MUKPOOMONOTMYECKUMU OCOBEHHO-
CTSAMWU B6O/bHbIX 3TOW BO3PACTHOM rpynnbl.

KnuHuyeckun cnyyan. [leBoyka B., poaunacb B yaoB-
NIETBOPUTENIBHOM COCTOSIHMKU. PebeHoK oT maTepu 19 ner,
comaTuyeckue 3aboneBaHWss matepu — nuenoHedpur,
rmapoHedpo3, KUCTa NpaBoOW MOYKKU, FTMHEKOSIOFMYECKEe —
ypeannasmos, KaHanaos. Pe6eHoK oT 2-i 6epeMEHHOCTH,
2-x poaoB. [laHHasa 6epeMeHHOCTb C Yrpo30M NpepbiBaHUSA
B 6—8 Hef (CTauMoHapHoe nevyeHune), Bo 2/3 KaHAMA03 BNa-
ranuuwa (Kknotpumason), B 3/3 OTEKMU, NOBLIWEHUE apTepu-

anbHoro gasnenus go 80 MM pT. CT. (NpMHUMana npenapart
MeTungona), obwas npubaBka Beca +28 Kr. Macca Tena
npu poxaeHmmn — 4150 r, gamHa — 54 cm, APGAR — 7/8
6annoB. Cpa3sy nocne pPOXAEHUS — OTCYTCTBUE [OBUIKE-
HWUW B NpaBOW BEPXHEN KOHEYHOCTHU, cnabas ABuratesbHas
aKTMBHOCTb B KMCTWM, OTEK MpaBov nne4yeBOn ob6GnacTH,
NpaBoro npeanneybs, KOXHble MOKPOBblI HE 3MEHEHbI. Ha
peHTreHorpadum npaBon BEPXHEN KOHEYHOCTM B 2 NpPOEK-
LMSAX KOCTHbIX TPAaBMaTUYECKMUX MOBPEXKAEHMI HE BbiSBie-
HO. HeoHaTanbHas xentyxa pa3Buiacb Ha 2-e CYT KWU3HW.
1o COBOKYNHOCTM AaHHbIX Obln BbICTaBfEH AMarHo3: lapes
OwoweHa — 3pba, rMnepounnMpybruHeMuna HOBOPOXKIAEH-
HbiX. B Bo3pacTe 3 gHen ans ganbHenwero o6cneqoBaHus
W nevyeHus nocTynaeT B HeoHaTanbHoe oTtaeneHue AIKb
N 9 mm. IH. CnepaHcKoro. lpu NocTynjieHun cocTosiHne
cpeaHen CTeneHn TAXKEeCTU. TAXKeCTb COCTOSHMSA 0BycnoBe-
Ha NpU3HakamMmn MHOEKLMOHHOIO TOKCUKO3a, AblXaTeNbHbl-
MW pacCTpoONCTBaMMu (BTSXKEHUS YCTYNYMBBLIX MECT rpyaHOM
KNETKM Npu 6€CNOKONCTBE, ayCKY/NbTaTUBHO AblXaHWe XKeCT-
KOoe, MPOBOAMUTCA PaBHOMEPHO, BbICNYWMBAOTCH KPEenuTu-
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pylowue Xpunbl Hag BCEW NMOBEPXHOCTbIO JIEMKUX, 6osblie
cnpaBa), 601eBbIM CUHAPOMOM W CHWUMKEHMEM ABWUraTeNb-
HOW aKTUBHOCTM MpaBOM BEPXHEW KOHEYHOCTU (npaBas
BEPXHAS KOHEYHOCTb JIEXMUT BAOMb TYNOBMLLA, MblllevyHas
cuna npaBOW BEPXHEN KOHEYHOCTU PE3KO CHUXKEHa, ABW-
YKEHUs B NMPaBOM JIOKTEBOM CycTaBe 3aTpyAHEeHbl, XBaTa-
TeNbHbIN pedfieKC NPaBoON KUCTU MPaKTUYECKU OTCYTCTBYET,
oTMeyvaeTcs 60/1e3HEHHOCTb U OTEYHOCTb B 06/1aCTU NpaBo-
ro nneya), HEBPONOrMYECKOW CUMNTOMATUKOW CUHApPOMaA
yrHeTeHus.

Cpaasy e npu noctynneHnn NpoBefeHHOe PEHTreHoso-
rM4yecKoe nccnefoBaHue opraHoB rPyAHON KNETKKU U NpaBo-
ro njae4yeBoro nosica, KOCTEM MpaBOW BEPXHEW KOHEYHO-
CTU BbIIBUIO HanuMine WHOWALTPATUBHbLIX TEeHeKn, 60ofblue
B BEpXHEW [oJfie NpaBoro fIerkoro, otMeyvyatTcs MHOUIbTPa-
TUBHbIE TEHW GAMXKE K NneBpe, nepenoMbl B 06/1acTv Kito-
YMLbl M KOCTEW NMPaBOK BEPXHEN KOHEYHOCTU HE BbISIBNEHDI.
Mo AaHHbIM KIMHWMYECKOro aHann3a KpoBW MpM3HaKK BOC-
naneHus OTCyTCTBYIOT. HayaTo COOTBETCTBYIOLEE fledYeHme,
BK/lOYalollee aHTUBaKTepuasbHYyl0, MHPY3UMOHHYIO, aHTU-
reMopparnyecKyto, CUMNToOMaTUYECKyo Tepanuio; Npu Heob-
XOAMMOCTM peBGeHOK MojyyYan HecTepouaHble aHanbreTUKM.
[MOBTOPHO MPOBEAEHHbIE KNMHUYECKME UCCNEfOBaHNUS Kpo-
BW He BbIIBUAM NMPU3HAKOB BOCMANWUTEbHbIX U3MEHEHWUN.
Ha ¢oHe npoBoaMMOW Tepanuu MNoBbllleHne 60NEe3HEHHO-
CTW, YBENMYEHUE OTEKA B NPOKCMMaNbHOW 06nacTu npaBomn
BEPXHEWN KOHEYHOCTU. PE6EHOK HEOAHOKPATHO KOHCYNLTUPO-
BaH JETCKMM XMPYprom (NpoBeAeHbl NOBTOPHbLIE PEHTIEHO-
niormyeckue uccnenosaHms n Y3M noKTeBbIX CycTaBOB), Npo-
BeEHO BMNpaBfieHWe BblBMXa NPaBOro SIOKTEBOro cycraBa.
PeHTreHonornyeckaa KapTuHa, xapaKTepHas ans metadu-
3apHOro ocTeoMMUenumTa, NOSBMNACh TOMIbKO K KOHLY 2-1 Hef
MU3HU, MIHPUNBTPATUBHbBIX TEHEN B NIEMKUX HE HabN4anochb
yepes 15 gHen nocne nocTynieHus B OTAeNEHMeE.

PesynbtaTbl nabopaTopHbIX MCCNeaoBaHWW: B 06LWEM
aHanunse KpoBu, NPOBOAMBILLEMCS C YacTOTOM pa3 B 2—3 AHS,
BOCManuTeNlbHble U3MEHEHUS OTCYTCTBYIOT. MapKepbl BOC-
naneHus otpuuaTtenbHble. bakTepuanbHbIM NOCEB KpO-
BU: BblgeneH Staphylococcus epidermis — 4yBCTBUTENEH
K BaHKOMMLMHY, MTMHKOMULIMHY, OKCaUMANWHY, Gy3nameson
Kucnote, UMNPodNOKCaLUHY, SPUTPOMULIMHY, MMUNEHEMY.

MuKpoBUONOrn4ecKne MNoceBbl M3 pas3HbIX JTIOKYCOB 6bln
naeHTnYHbiMK. TMLUP-nccnegoBaHnem BUpPYCbl U rpubbl He
BbISIBIEHbI.

PeHTreHonormyeckoe nccnegoBaHune, NpoBeaeHHoe Ans
npaBoN BEPXHEN KOHEYHOCTH, YyKe 4yepe3 2 Hel BbIIBUIO
MHOXECTBEHHbIE O4Yaru AEeCTPyKLMW, OTMeYaeTca yBenuye-
HMEe MepuocTaNibHbIX HaNOXEHWMN, NaTONOMMYECKUIR BbIBUX
JIOKTEBOM KOCTW KHYTPW COXPaHSeTCs.

Ha 3xoKI Hanuume 2 mexnpeacepAHbiX COOOGLLEHWNA,
OTKPbLITOrO apTepuanbHOro MPOTOKa, MPOKOHCYNLTMPOBaH
KapAnonorom.

Pe6eHOK MpOKOHCYNbTUPOBaH HEBPOIOroM, HEOAHOKPaT-
HO opTOMNeaoM.

MpoBoanuMoOE fevyeHne BKAOYaNO: MMMOGUAM3aLMIO
npaBol BepXHEN KOHEYHOCTU, JIEMKOMNACTbIPHOE BbITSXKE-
HWe, aHTUGaKTepuanbHoe nevyeHne No 6aKTeEPUONOrMYECKUM
nocesam, y4nTblBass 0COGEHHOCTU fie4eHUs meTadusapHoro
ocTeoMuenuTa (@MNUUUNAnMH+Ccynb6aKkTam, IMHE30A1A, UMU-
neHem), NPOTMBOrPUBKOBYID, aHTUreMOopparnyecKyo 1 cum-
NTOMaTUYECKYIO Tepanuto, UMMYHOKOPPEKLMIO.

Pe6eHoK BbinncaH 4yepes 2 Mec B yAOBNETBOPUTE/IbHOM
COCTOSIHUU. [laHbl peKOMEeHaL MK, Ha3dHa4YeHbl aHTUBUOTUKHU
(MMHe30nMA) ANa NpMema BHYTPb Ha AOMY, YTO pEKOMeHAyeT-
cs NO MpoTOoKonaMm, NPUHATBHIM B Hallew cTpaHe 1 3a pybe-
oM. MNoBTopHas rocnuTanu3dauus Yepes 1 mec ¢ AgnarHocTu-
YECKOM Lenbto, COCTosiHMe pebeHKa yaoBNETBOPUTENbHOE.
B meca4yHoM BO3pacTe pebeHOK MPOKOHCYNbTUPOBaH OpTo-
negoMm: pesynbTaThl 1eYeHUs yA0BAETBOPUTENbHbIE.

3akntouyeHue. Takum ob6pas3om, y aeten 1-X Mec Kus-
HW OCTPbIM reMaToreHHbIn MeTasannduU3apHbIN OCTEOMUENUT
UMEET CPaBHUTENIbHO CTEPTOE KIMHWYECKOE TeyeHue, npo-
TEKaeT C YMEPEHHOW BOCMaNUTENIbHON peaKuMen, xapaKre-
pu3yeTcs 3ano3aanbiM NPOsSIBAEHNEM XapaKTEePHbIX pPeHTre-
HOMIOTMYECKMUX MPU3HAKOB. B paHHEW PEHTreHOoNorn4yecKom
KapTMHE 4acTo OTMeYatoTCs pacliMpeHue CYCTaBHOM Lienu
CO CMELLEHMEM BXOASALLMX KOCTEN, AECTPYKTUBHbIE U3MEHE-
HUA nosiBAstoTCA 6€3 0CO60M NepuocTanbHON peaKkumm nMbo
nepuocTanbHas peakuus nossaseTcs notom. MNpu ceoespe-
MEHHOM W MpaBWbHO MPOBEAEHHOW Tepanun AanbHEenLWnx
OCJ/IOXHEHUM CO CTOPOHbI OMOPHO-ABUraTeNbHOM CUCTEMbI
He pa3BuBaeTCS.

OKKNIO3UOHHbIA apTepuanbHbIi TPOMO03, pa3BUBLUUMUCSA
nocJsie onepaLuu rno NOoBoAy BPOXKAEHHOIro NopokKa cepaua

y TPYAHOro pe6eHKa

JNasapesBa M.C., bawapuHna T.C.
HayuHbi pykoBoauTensb: JlapuHa J1.E., LOLEeHT, K.M.H.

PrA0Y BO «Poccuincknin HaumoHanbHbiM UccnegoBatenbckuit MeanumHekum YunsepeuteT um. H.W. Muporosa», MocKBa,

Poccuickas depepauus

AKTyanbHOCTb. TPOM603 — COCTOSIHUE, XapaKTepn3ayto-
lleecs BO3HMKHOBEHWEM Tpomba C MOSIHOM WU YaCTUYHOWM
OKKJ1I03MEeN cocyaa M HapylleHUEM (UNKU 3HAYUMOW Yyrpo30m
HapyLeHWs) TKAHEBOIO MM OPraHHOro KPOBOTOKA.

Y HOBOPOXAEHHbIX TPOMOO3bl HYacTO CBA3aHbl C KaTeTepu-
3auMen cocyaoB, COMaTMYECKOM MnaTofiorMern M UHOEKUUEN.
[aTtoreHe3 TPOMGO30B y AeTEN NPaAKTUYECKM BCEraa KOMIMIEKC-
HbI, @ PUCK BO3HUKHOBEHWS 3HAYUTENbHO YBENNYMBAETCS MPU
COYETAHUN HECKOJIbKMX MPOTPOMBOTUYECKUX PaKTOPOB.

KnuHunyeckun cnyvan. [llaymeHT: wmanbyuk A,
14.02.2019 r.p.

PebeHOK OT nepBbix CaMOMNPOU3BOJbHbLIX POAOB
Ha 39-u Hep (yrpo3a npepbiBaHWA Ha cpoke 17 Hen,

B 3-M TpumecTpe MaTb nepeHecna OPBW). Macca Tena
npu poxaeHmn — 3040 1, poct — 51 CM, OKPYXKHOCTb
ronoebl — 35 cm, rpyan — 34 cMm. OueHka no wkKane
APGAR — 8/8 6annoB. COCTOSiHME MPU POXKAEHUU YOOBNET-
BOPUTENbHOE, Ha4 BCEW MOBEPXHOCTbIO cepaua KOPOTKUM
CUCTONTUYECKUNI LLYM.

M3 pogooma pebeHOK nepeBefeH B OTAEIEHME HeoHa-
TOonorum MOpPO30BCKOM [OETCKOW FOPOACKOW KIIMHWUYECKOM
6onbHuUbl (MAMKBE). Mpu npoBeneHun IxoKI BbIABMAEH
BPOXXAEHHbIN NopoK cepaua (BIC): aByctBopyaTbiv KnanaH
aopThl C BbIPaXKEHHbIM CTEHO30M; OTKPbITOE OBaSlbHOE OKHO
(000) — 3 mM. lNMauymMeHT 1 ero poauTenn GblIn KOHCYNbTH-
poBaHbl Kapauoxupyprom. PeKomeHgoBaHbl HabnwoaeHue



Kapauonora v naaHoBas onepauus B cTapllem Bo3pacTe.
Pe6eHOK BbIMMCaH B y40BNETBOPUTENBHOM COCTOSHUM.

Mpn nnaHoBoM npoBeaeHun IxoKlI 25.03.2019:
BIC, Bblpa)eHHbIM CTEHO3 KfamnaHa aopTbl C MWKO-
BbIM rpagueHTom 90-95 MM pT. CT. (cp. rp. 58 MM pT. cT),
000 — 3 mM. KoHueHTpuyecKas runepTpodua neBoro
}enyaoyka. Pe6eHOK 3KCTPEHHO rocnuTann3npoBaH B OTae-
NeHWe KapaMoXMpypruv Ans npoBefeHUs onepaTtuBHOro
BMelaTenbcTBa. [pyM MOCTYyNNEeHUU BbICTaB/EH AWArHo3:
[BycTBOpYaTbI KnanaH aopTbl. BblpaxKeHHbIN CTEHO3 Kia-
naHa aoptbl. 000. HK 2A. Il ®K Ross.

27.03.2019 npoBeaeHa TpaHCAlOMUHanbHas ©GannoH-
Has BafbBYyNOMNAacTMKa aopTanbHOro KianaHa. PeadynbraThl
onepaumn xopolre (3xoKIl: nNUKOBLIM rpagueHT Ha aop-
TallbHOM KnanaHe — 38 MM pT. CT.; CPeAHUN FpagueHT —
18 MM pT. CT., HE3Ha4YMTENbHaa aopTaibHaa peryprutaums,
NnofioCcTM cepiua He paclWWpeHbl, COKPaATUMOCTb J1€BOrO
enyaovka B npeaenax Hopmbl, B — 66%).

lMocneonepauUnoHHbIX NEepruoa OCNOXKHWUICA OKKO3U-
OHHbIM TPOMOGO30M HapyXHOW MOAB3AO0LWHON U 6eapeEHHON
aptepun cnesa. Y3/[I: npocBeT Hapy*KHOW MOAB3AOLUHOM,
6epeHHON apTepui BbINOMAHEH TMNEPIXOrE€HHbIMKU U U30-
3XOreHHbIMKU TPOMBOTUYECKMMM Maccamu, KPOBOTOK Mpu
UOK He onpepensetcsd Ha MPOTSXEHHbIX yyacTKax, Ha
OTAENbHbIX y4acTKax B BUAE €AMHUYHBIX MUKCEeNnen, npucre-
HOYHO; BU3YaNMU3UPYIOTCA KonnaTepanu.

lMpoBoannacb Tepanunsa renapuHoM, aHTUTPOMOBUHOM 3,
npotemHom C, npocTtarnaHagMHom E1, panstenapyHom
HaTpua. o gaHHbIM Y3l cocyaoB HUMKHUX KOHEYHOCTEM
OTMeYeHa MONOoXKUTENbHas AMHAMUKa B TeYeHwe Tpom6o-
3a (peKaHanusauus 6egpeHHOM M NoAB3A0LHOM apTepuin).
MauneHT BbINMCaH C MPOAO/IKEHWEM Tepanuu fanbTena-
puvHOM HaTpua B go3e 150 E/[l/Kr (pa3oBas no3a) 2 pasa
B A€Hb HE MeHee 3 MecC NOoJ KOHTPONEM aHTU-Xa-aKTUBHOCTH
1 pas B Mecsl. Y3 cocyaoB HUXKHMX KOHe4yHocTen 1 pas
B MECSL, KOHTPOJIbHbINA OCMOTP AETCKUM KapAMOonorom yepes
2 Heg. MNauuneHT BbinucaH 10.04.2019.

focnutanusauna B oTaeneHne remartonorun MATKB
¢ 19 no 21 mas 2019 r. Ansa KoppeKunn Tepanuun. B 6rnoxm-
MWYECKOM aHaNM3e KPoBW — MorpaHuyHas runepxosnecre-
puHemus (5,46 mmonb/n). B Koarynorpamme ypoBeHb ecte-
CTBEHHbIX @aHTUKOArynsiHTOB He CHUXKEH, 6e30MaceH C TOUYKHU
3peHns peunanBa Tpombo3a. bbiNo peleHo npekpatuTb
@HTUKOArynsaHTHYO Tepanuio.

lMpn NoBTOpPHOW rocnuTanu3aumn ¢ 26 no 28 UIoHSA
2019 r. no gaHHbIM Y3l TpoMBOTMYECKME MacChbl B Mpo-
CBETe COCYA0B He OMNpeaensitoTcs, NPOCBET HaPYyKHOW Moa-
B3/0LLHOW apTepum cresBa YyMepPEHHO cyxeH — 2,3 MM (cnpa-
Ba — 2,9 MM), MHTEHCUBHOCTb KPOBOTOKa B pexunme LAK
1 nokazatenn JICK HeCcKo/bKO HMXKe, Yem cnpaBa. o cpaB-
HEHWIO C UCCneaoBaHMEM B Mae OTpuLaTeNlbHOW AMHAMMKM
HeT. B reMorpamme naTonornyeckmx USMeHEHUI He BbisSiBe-
HO. B 6MOXMMMYECKOM aHaNn3e KpoOBU — yMepeHHas AUCIuU-
nuaemusi. Koarynorpamma KoMneHcupoBaHa. B KoppeKunu
reMocTa3a MalMeHT He HyXKaaeTcs.

Mo paHHbiM Y3l cocynoB B aekabpe 2019 r.: npu3Ha-
KOB CY)XEHWs NMoAaB3A0LWHON M 6edpeHHON apTepui cnesa
HeT. [eMogMHaMKnKa 6e3 NaTonoruu.

3akKn4yeHue. [emocTaTtM4yeckuim 6GanaHc y HOBOPOXK-
[EHHbIX W [eTeW rpygHoOro BoO3pacTa MeEHee YCTOW4YUB,
4yeM TaKOBOM Yy B3POC/bIX. ITO 0OBACHAETCA CHUXKEHHOM
aKTUMBHOCTbIO KaK NPOKOArynsHTOB, TaK U aHTMKOArysHTOB.
AKTMBHOCTb dakTopa VIII n daktopa BunnebpaHga nocne
POXXAEHUS Bbllle, YeM aKTUBHOCTb UX MHTMOGUTOPOB — MpPO-
TemHoB C 1 S.

B cBg3uM ¢ gaHHbIMKM GU3MOSIOTUYECKMMU OCOBEHHO-
CTAMMW CBepTbiBalOWEN WU NPOTMBOCBEPTLIBAIOLLIEN CUCTEM
Yy HOBOPOXAEHHbIX NPU NPOBEAEHUN Tepanuu U onepaTus-
HbIX BMELIATENbCTB CTOWUT YYUTbiBaTb BO3MOMKHbIA PUCK
pasBUTUS KaK TPOMOOTMYECKMX, TaK M reMopparmyecKmx
OC/IOXHEHUI. B uenax npeaynpexaeHns ux BOSHUKHOBEHMS
HEeo6X0AMMO MPOBOAUTbL CBOEBPEMEHHYIO MNPOPUNAKTUKY,
a Mpu pasBUTMM BaXKHO KaK MOXHO paHblle Ha4YnHaTb ana-
FTHOCTUKY M NeYeHHUe.

KnAnHu4YecKum cnyyam KOAXULUH-PE3UCTEHTHOU CEMENHOMN
cpeaAn3eMHOMOPCKOMN NTUXopaaKu

NywHukosa E. 0.
Hay4Hbi pykoBoauTenb: Kosnosa A.J1., K.M.H.
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PorayeBa

AKTyanbHocTb. CemelnHasa cpeausemMHOMOpCKas JMxo-
pagka (Familial Mediterranean fever, FMF), Tak»ke nasecTtHas
KaK nepuoguyeckas 6onesHb ([16) — aytoBocnanutenbHoe
3abosieBaHne U3 rpynnbl MHGNaMMacomonaTui, Hacneaye-
MO€e MO ayTOCOMHO-PELLECCUBHOMY TUMyY. XapaKTepusyeTtcs
NpPUCTYNaMn NeEPUOSUYECKON IMXOPAAKM C NMOAUMCEPO3UTOM,
pazsutnem AA-amunompgosa, MHOrga — POXKKUCTbIM BOC-
naneHneMm Koxu. Yalle Bcero faHHas naTonorus BCTpeva-
eTca y xutenen Cpean3eMHOMOPCKOr0 perMoHa, a UMeHHOo
y apMsiH, TYPOK, eBpeeB, apaboB 1 UTaNbSHLEB.

MpUYMHON BO3HUKHOBEHUS CEMENHOM Cpean3emMHOMOp-
CKOW Nuxopafku aBngetca myTtauus B reHe MEFV, Koaupy-
owemM 6enoK NUPUH, KOTOPbIM, CBA3bIBasCb C MHpNamma-
COMOW, MHIMBMPYET aKTMBALMIO Kacnasbl WU MocneayoLyto
CeKpeuuto npoBoCnanuTeNbHOro UWToKWHa IL-1. [aHHas
MyTaunsa NpUBOAMT K runepcexkpeuunun IL-1 n ctumynaumu
BOCNanMTEeNbHOMo npoLecca.

Knaccuyeckon Tepanuen npuv gaHHOM 3aboneBaHuu
ABNAETCH NPUMEHEHME KONXMLMHA, OAHAKO CYLLECTBYIOT CIy-
Yau, He OTBevalolme Ha [aHHylo Tepanuto. MpuHUMas BO
BHUMaHWe TOT daKT, YTO OTCYTCTBME KOHTPOSA aTak CeMen-
HOW CpPean3eMHOMOPCKOW NMXOPaAKM NPUBOAUT K BbICOKO-
MY PWCKY pasBWTMS aMMIOMAO03a MOYEeK M MOJMOpPraHHOM
HEeJOCTaTOYHOCTH, MaUMEHTbl C KONXWULUMH-PE3UCTEHTHbLIMU
dopmamun 3aboneBaHus TPebyoT Tepannn ¢ NPUMMEHEHUEM
COBPEMEHHbIX NaToreHeTMYecKnx npenapatos — 6/0KaTo-
pos IL-1.

OnucaHue KAMHUYECKoro cnydas. [aumeHt X., 8 ner,
poaom u3 [arectaHa. AHamMHE3 KU3HU OTAroweH. PebeHok
OT 2- B6EpPEMEHHOCTHN, 2-X CaMOCTOSTENbHbIX NpeXKaeBpe-
MEHHbIX POAOB Ha cpoke 36 Hed. TeyeHne 6ePEMEHHOCTH:
Ha poHe 060CTpeHns NnenoHedbpuTa, aHeMnUn, BPOKAEHHOM
rmnonnasun OAHOM MNo4YkKM. Macca Tena npu poXKaeHun —
2800, annHa tena — 50 cMm. B TeyeHne 2 Hep Haxoauncs Ha
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Short Report

KpaTtkue coobuieHus

BbIXaXXMBaHUU. CeMeNHbIM aHaMHe3 OTArolleH: 6M3Kopoa-
CTBEHHbIN B6paK (poauTenn — TPopoaHble 6paT u cecTpa),
y MAafLen cecTpbl — reHeTU4ecKn noareepaeHHas FMF.
3aboneBaHne 4ebOTUPOBaANO Ha NEPBOM rody MKW3HWU
B BMae 3nvM3040B MNoBbllleHns Temnepatypbl o 40 °C gnu-
TeNbHOCTbIO OT 1 A0 3 AHEeNn, conpoBoOXKAatolnXcs abaoMu-
HanbHbIMK 6019MU 1 IMapeen, a TaKKe NOoBbIWEHWEM OCTPO-
$a30BbIX MapKepoB KpPOBM (MoBbllleHUe C-peaKTMBHOMO
6enka (CPBb) go 3 HopM). HYacToTa 3ann3040B — HECKOJIbKO
pa3 B Mecsl. B cBA3K ¢ 3TUM nauueHT HeoQHOKPaTHO 6bl
rocnuTaan3MpoBaH B pasfMyHble CcTaluoHapbl MO MecCTy
uUTenbcTBa. B Bo3pacte 2 net Habnwgancs B OTAeNEHUU
racTpo3HTEpPONorMm POCCUUCKON [OETCKOM KIMHUYECKOM
605bHUUbI (1. MOCKBA) ¢ NOAO3PEHNEM Ha BOCMNaNUTENbHOE
3aboneBaHne KULWEYHMKA, rae Ans BepudurKaumm amarHosa
emy 6blI0 MPOBEAEeHO MOJIEKYNSPHO-reHeTu4ecKoe obcene-
nosaHue. B reHe MEFV o6Hapy)KeHa naToreHHas MyTauus
¢c.2080A>G, p.M694V B roMO3UrOTHOM COCTOSIHUM.

Ha OoCHOBaHWW KIMHWMYECKOW W nabopaToOpHOM Kap-
TWH, AaHHbIX CEMENHOro aHamHe3a W pe3ynbLTaToB Mose-
KYNSIpHO-TreHeTUYecKoro o6cneaoBaHns Obll MOCTaB/EH
[MarHo3 «CeMenHass CcpeauM3eMHOMOpCKas funxopagkar.
MHuumMmnpoBaHa Tepanunsa KonxXMunHom B gose 500 MKr/cyT.

B 3 roaga, BO Bpems niaHOBOW rocnutanM3aunn B otae-
nexnune ummyHonornun Arkb N2 9, Ha doHe Tepannn Koaxmuu-
HOM Yy nauueHTa pa3Buica o4epeaHon ann3o] 3aboneBaHns
B BUAe NoBblleHUs Temnepatypbl 4o 38,6 °C, agbomuHanb-
HbIX 601en, noBbilweHna CPb go 106,7 mr/n; nonydan HMNBIM
C MonoxutenbHbiM addexkToM. [Jo3a KONXULMHa 6blna yBe-
nnyeHa B 2 pasa. OgHaKo B nepuroj 4o cneaytolen rocnura-
IM3aLUMK MPUCTYNbI COXPaHSAINCL, K YKa3aHHOW Bbllle CUM-
nTomaTtuke Ao6aBuUANCL GONM B JIOKTEBbLIX, JIy4€3aNsACTHbIX
M KONEeHHbIX cycTaBax. Bo Bpems npuctyna CPb — 114 r/n,
BHEe Mpuctyna — B npegenax pedepeHCHbIX 3HaYeHUw.
B pganbHeNllem COKpalleHUs 4acToTbl 3MM3040B yAanochb
[O6GUTbCS TONMbKO Ha Tepanuu KONXMLMHOM B A03MPOBKE
2 Mr/Kr, 0HaKO B CBSA3U C TeM, 4TO 3 DEKT Obln HELOCTATOY-
HbIM, 6bII0 MPUHATO PELLEeHNe HanpaBuTb NauMeHTa B OTAe-
nenune nmmyHonornn HMULL AFON vm. Omutpusa PorayveBa

Cunppom Kocrtenno

151 PacCMOTPEHMS BOMpoca O NPUMEHEHUU @aHTULIUTOKMUHO-
BOW Tepanuu.

Bo Bpemsi nnaHoBOW rocnuTanus3auuu y nauuveHta X.
oTMeYanochb nosbilieHne Temnepatypbl 4o 38,4 °C, conpo-
BOXJaBlleecs abaoMunHanbHOW 60MbI0 U 6ONbI0 B IPyaHOM
Knetke. Mo gaHHbIM MCKT BbISiBNEeH acenTMYeCKUn NIeBPUT,
YTO [OMNOSIHUTENbHO CBMAETENbCTBYET B MO/Ab3y HeAoCTa-
TOYHOM 3DPEKTUBHOCTM OT NPOBOAMMONM Ga30BOWN Tepanuu
KonxuumHom. o gaHHbIM nabopaTopHoro o6cnegoBaHuUs
B MOMEHT MpucTyna: NenKounTos o 22,5x10°/n, HerTpo-
dunes — 17,63x10%/n, nosbiweHne CPB go 58,1 mr/n,
CO3 — 15 mMM/4. JaHHO€e COCTOsSiHWE BbII0 PacLIEHEHO KaK
060CTpeHMe OCHOBHOro 3abofieBaHus, B CBA3KU C YeM Bblna
MHULUMMPOBAHA aHTULMTOKMHOBAA Tepanus KaHaKuHyma-
60M — npenapatoM MOHOKJIOHA/IbHbIX aHTuTen K IL-1f —
B CTapToBOM Ao3e 2,9 Mr/Kr (75 Mr/cyT) ¢ NONOXUTENbHbIM
adpdeKToM.

C uenblo OOCTUKEHUS MEAUKAMEHTO3HOro KoHTpons/
PEMMUCCUU OCHOBHOIO 3a60MeBaHuUs, yYUTbiBas HEAOCTATOY-
HYyl0 9dPEKTUBHOCTb MPOBOAMMON paHee Tepanuu KOMNXK-
LMHOM, MPUHATO peLleHne MPOAOIKUTb aHTULIMTOKMHOBYIO
Tepanuio. OTMeHa KaHakMHyMmaba MOXeT NPMBECTU K noTepe
KOHTPO/IS/peEMUCCUM 3abB0NEBAHUSA N PA3BUTUIO CEPbE3HbIX
0OCNOXHEeHUW. NMauneHTy 66110 peKOMEHI0BaHO NpoBeaeHue
perynsipHbiXx aHann3os Kposu: OAK ¢ auddepeHumanbHbIM
noacyeTom nenkoumtapHon dopmynbl, CO3, CPE. Tepanusa
C NPMMEHEHNEM NpenapaTta KaHakMHymab 6yaeT NpoaosKe-
Ha no cxeme 75 mr 1 pa3 B 8 Hej.

3akntouyeHune. CemenHasa cpeaM3eMHOMOpPCKasa JINXo-
pagka — 3TO reHeTM4YecKku obycnoBieHHOe 3aboneBaHue,
aCCoOLMMPOBAHHOE C BbICOKMM PUCKOM Pa3BUTUS TAXKENbIX
OC/IOXXHEeHUM B BMAE aMWIonao3a MOYEeK M MOSMOpPraHHOM
HeJOCTaTOYHOCTM, B CBSI3WM C YeM JaHHOoe 3abofieBaHue
TpebyeT MNOCTOSTHHOW Tepanuu. B cnyyasx HegocTtaTo4HOM
3QDEKTUBHOCTU MAU HENEPEHOCUMOCTU OCHOBHOIO 6a30-
BOro npenapaTta Heob6xoAMMO PaccMOTPeTb BO3MOMXHOCTb
WMHWLUMaLMKM Tepanuu npenapaToM KaHakuHymab — eauH-
CTBEHHbIM B MUWpPE 3aperMcTpupoBaHHbIM NpenapaToMm ans
Tepanuu KONXMLMH-PEe3UCTEHTHbIX dpopm FMF.

MaHnyuyapsH M.B., AnasepasH 0.0., NanaH [.C., UGparumoBa [.H., Kogxaesa A.P.

HayuHbi pykoBoautens: Typtu T.B., A.M.H., npodeccop
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Pray «HMUL, spopoBbst aeten» MUHUCTEPCTBA 34paBooxpaHeHuns Poccuiickon Penepaumm», MockBa, Poccuinckas

depepauma

AKTyanbHocTb. CuHapoMm Koctenno — 4pesBbl4anHO
pefKkoe reHetMyeckoe 3abofieBaHMe C ayTOCOMHO-4OMMU-
HaHTHbIM MEXaHW3MOM HacnefoBaHWUs, CBS3aHHOE C MyTa-
umen reHa HRAS Ha KopoTKOoM nnedye 15-M xpomoco-
Mbl. JaHHbIX FeH KOAMPYET CUHTE3 CBEPXAKTUBHOIO 6eNKa
HRAS, KOTOpbIM BMUSET Ha aKTUBALIMIO KIETOYHOIO AeNEHNS
M pocTa KNETOK, B CBA3M C 4YeM OTMevyaeTcs npegpacno-
NIOXEHHOCTb K pPa3BUTUIO JOOGPOKAYECTBEHHbIX M 3/10Kaye-
CTBEHHbIX onyxonen. Hanbonee yactoble mytaumm — p.G12
M p.G13. XapaKTepHbi peHOoTUN: rofoBa rugpoledanbHoOm
dopmbl, rpybble 4epTbl AMLA, NOHbIE LWEKK, NOMHbIE TYObl,
4yacTo MoTpecKaBluMecs, 60/blION POT, WWPOKas BAABNEH-
Has mepeHocuua, rMNepTenopmsam, aNUKaHT, KOXKHble n3Me-
HEHWA B BMAE NOBbIWEHHON CKNAAYaTOCTH KOXW, TMNEepnur-
MEeHTaLMK, ry6oKMe NagoHHble M NOAOWBEHHbIE CKNAAKM,
nanunaoMmebl, Yale Ha nuue 1 B NnaxoBon obnactu, andoys-
Has MbllleYHas TMNOTOHMS.

XapaKTepHa WHTenneKkTyanbHas HeAoCTaTO4HOCTb.
MpPOrHo3 3aBUCKT OT CPOKOB Hayana M afeKBaTHOCTM CUM-
NTOMaTUYECKOro evyeHus. PacnpocTpaHeHHOCTb 3abone-
BaHusa: 1 cnyd4an Ha 24 MUAIMOHA HacefneHus, B Mupe
3apernctpmupoBaHo okono 300 nauMeHTOB C JaHHbIM CWH-
npomom. 3a nocnegHue 5 net B Oray «<HMWL, 3gopoBbs
neten» MuHsgpaBa Poccun AaHHbIM AMarHos 6bi1 yCTaHoB-
neHy 5 geten.

KnuHuyeckun cnyyaii. [lesoyka M., B 2,5 mec Bnepsble
noctynuna B OTAeNeHWe NaToNorMnM paHHero AeTCKOro Bo3-
pacta ¢ )anobamu Ha 3aTpyAHEHHOE [NoTaHWe, 3a4ePHKKY
NMCUXOMOTOPHOIO Pa3BMUTUS, HUSKMI POCT, MblLLEYHbIV rMnep-
TOHYC, MapoKcU3MasibHble COCTOSIHMA BO CHE, HapylweHue
TepMOperynaLmmn, ToTaabHbIR TrMNEPruapos.

M3 aHamHe3a: pebeHOK OT 2- 6epeMeHHocTH (1-9 —
MasibyuK, 300POB), NpOTEKaBLIEN Ha GOHE Yyrpo3bl NpepbiBa-
HUS, BblpaXKEHHOI0 TOKCUKO3a (pBoTa 40 15 pa3s/cyT), BbICO-



KUM apTepuanbHbiM JaBfiEHWEM, MPOTEUHYPUEN, OTEKAMM,
aHemuen. Ha 26-# Hep pasBMIOCH OCTpPOEe MHOroBoaue,
nosyyana craumMoHapHoe fnevyeHune. Poabl MyTeM 3KCTPEHHO-
ro KecapeBa cevyeHus Ha 38-i Hea, OoTMeYanocb npexae-
BPEMEHHOE M3/IUTUE OKONOMMOAHbLIX BOA 3€/eHOro LBeTa.
Macca Tena npu poxaeHmn — 4480 r, gaivHa — 50 cwm,
oueHKa no wkane APGAR — 6/7 6annoB. CoctosiHue nocne
POXKAEHMSA TAXKENoe 3a CYET AblXxaTeSlbHON HEA0CTAaTOYHOCTH,
MBJT 0o 4-x cyT *n3HW. Ha 2-e CyT XKM3HU AnarHocTMpoBaHa
acnupaumoHHasa nHeBMoHus. MnTaHne 3oHaoBoe. Y pebeH-
Ka 3aperncrpMpoBaHbl MHOXECTBEHHbIE CTUIMbl AWM33M-
6puoreHesa: NoBbIlEHHAs CKIaA4aToCTb KOXM, aedopma-
LM YLIHbBIX PAKOBWUH, MaKpOrnoccus, LWMPoKas nepeHocuLa,
LUMPOKMIM HOC, TOHKME BONOCHI, MOJHbIE MOTPecKaBlIMnecs
ryébl, WKWPOKME OPOBU, TMMNEPTENOPU3M, IMUKAHT, OTCYT-
CTBME cocaTenbHoro pednekca, TPYAHOCTU NPU KOPMAEHUH.
lMpoBeaeHa KoHCyNbTaumsa reHeTuka. Mo pesynbratam mone-
KYNSipHO-reHETUYECKOro UCCNefoBaHUs BbiiBjeHa MyTauums
reHa HRAS. unarHoctupoBaH cuHgpom Koctenno. C 10 mec
OTMEeYaeTcs HapacTaHWe MbllleYyHoro ToHyca. B 2 roga 6bino
NPOBEAEHO yAaneHWe MHOXECTBEHHbIX Manuaaom nepua-
HallbHOW W BarMHanbHOM 06nacTu.

B Bospacte 4 neT B CBABU C ractpoasodareasnbHoOn
pednoKCHON 601e3HbI0, AedULUMTOM Macchbl Tena, TPYAHO-
CTAMWU MpW KOopMmeHWUM Gblna npoBeaeHa GyHAOMIMKALMS
no HucceHy, ycTaHOBNIEHa racTpoCcTOMa C Lenbio obecrneye-
HUS ageKBaTHoOro nutaHus. Mpu ocmoTpe B 5 neT 3aperu-
CTPUPOBaHbI: AeDULNT PU3UYECKOr0 pasBUTUS (HUKe 3-To
LLeHTUIbHOTO MHTEepBana), nanyne3Has cbifb Ha nepegHen
M OGOKOBOMW MOBEPXHOCTAX 6eaep, MPaMOPHOCTb, MOBbI-
LWEeHHasa CKNaa4vaToCcTb KOXM, AedopmalLms YILHbIX PAKOBKH,
MaKpOornoccus, WWPOKas MepeHocUua, rnnepTenopusm,

LIMPOKME 6POBU, TOHKME BOJIOCHI, LUMPOKUA HOC, MOJSHbIE
noTtpeckaswuecs ryébl. BapycHas pedopmauns cTonbl
cnpaBa, cneBa BanbrycHas gedopmauus cTonbl, Nepexkpect
HUXHUX KOHEeYHOCTeM Ha ypoBHe 6enep. [MoBbIWEHHbIN
MbILUEYHbIA TOHYC MO cnacTtM4yeckoMy Tuny. CKIOHHOCTb
K 3anopaM. Pesynbratbl 06Cnef0BaHNUs: KIMHUYECKWE aHa-
NIN3bl KPOBM U MOYN— 6e3 naTtonornn. KoHcynbtauns kapau-
onora: runepTpodunyecKan KapanoMMonaTns; KOHCyNbTaLus
Hedponora: HedpoKanbLUHO3. HenpocoHorpadua: BEHTPU-
Kynomeranusa. MPT ronoBHOro Mmo3ra: KapTuHa NepuBeHTpU-
Ky/ISpHOM nenKkonaTtuu.

C MOMeHTa yCTaHOBNIEHUS AMarHo3a pebeHOK HaxoawuT-
ca noa HabnaeHMem neauaTpa W Apyrux Cneunanucros,
perynspHo nosnyvyaeT Kypcbl BOCCTAHOBMTENLHOMO JIe4eHMs.
MporpaMMbl MHAMBUOYaANM3UPOBAHHOMO BOCCTAHOBMUTENbHO-
ro e4YeHus BKIOYanu: HabnoaeHne neanaTpa, Kapavonora,
Hedponora, HeBpoJora; NUTaHWe B COOTBETCTBUU C GU3NOSIO-
TMYECKMMKU MOTPEBHOCTAMM, KOMMNEKC peabuanTaLMOHHbIX
MeponpuaTuin: euanotepanuns, NpuKIagHas KuHesunoTepa-
nusi, MexaHoTepanus, Macca)X, rMMHacTUKa, Kypcbl 60Ty-
NMHOTEpanuK, NCMXONOro-neaarorMyeckoe ConpoBOXKAEHME.
MpoBoaMMblE KOMMJIEKCHOE HabMAEHNE U le4eHMe NO3BO-
NSAT AOCTUYb MONMOXKWUTENbHOW AMHAMWKM U cTabuansauuu
COCTOSIHUSA, KOHTPONS Te4eHUs 60/1e3HU, ee OCNOXKHEHUN.

3akntoveHue. NpuBeaeHHbIN KTMHUYECKUI Clyvyai BBU-
[y CBOEW peAaKoCTM MpeacTaBnsfeT HayyYHO-NpaKTUYECKUM
WMHTEpPEeC 415 HeoHaToNoroB, NeaMaTpoB, HEBPONIOroB, Kap-
aMonoroB. JJaHHbl CUHAPOM TPeBYET KaK MOXHO 6onee paH-
HeW AMarHOCTUKK, NPOBEeAEeHNS MONEKYNSPHO-TEHETUHECKOTO
MUCcCneaoBaHUs NPU HaMMYMK XapaKTepPHbIX GEHOTUMUYECKMX
NPW3HaKOB, Havyana CUMMNTOMATUYECKOrO SIEYEHUS, YTO YyY-
LaeT NPOrHO3 ¥ NOBbILIAET Ka4eCTBO XKMU3HWU NaLMEHTOB.

KnuHunyeckuun cnyyam oynbMUHAHTHOU PopMblI

MEHUIroOKOKKOBON UHDEKLUHU

Haiko T.B.

Hay4Hbi# pykoBoauTenb: JlapuHa J1.E., AOLEeHT, K.M.H.
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Poccuitckaa degepauus

MEHWHIOKOKKoBasi MHMEeKLUMs — ocTpoe MHOEKLMOH-
Hoe 3aboneBaHuWe, Bbl3blBaeMoe AMMIOKOKKOM Neisseria
meningitidis, nepefatolieecsi BO3AyLWHO-KaneabHbIM NyTeMm,
npoTeKatollee ¢ Pa3BUTUEM MEHUHIOKOKLIEMUU, XapaKTepu-
3YIOLLENCS TAXKENbIM NOpParKEHNEM HEPBHOW CUCTEMBI, YacTo
COMpPOBOXAAWMMCSH Pa3BUTUEM WMHPEKLMOHHO-TOKCUYE-
CKOrO LIOKa.

[JaHHoe 3aboneBaHWe XxapaKTepulyeTrcs MNepuoanmyHo-
CTbto. MIHTEpBanbl Mexay oTaenbHbIMK NogbeMaMn 3abosne-
BaeMocTn Konebntotcs oT 4 no 14-15 net. Y geten 1-ro roga
W3HU, KaK NpaBuKo, 4Yalle PerucTpupyeTcss cBepxocTpas
dopmMa MEHMHIOKOKKOBOro cencuca.

AKTyaNlbHOCTb AAaHHOW TeMbl CBsi3aHa C TeM, YTO Npu-
BMBKA OT MEHWHIOKOKKOBOW MHQEKLUMW HE BXOOWUT B YMUC-
10 0o6Aa3aTenbHbIX NPMBUBOK HauuoHanbHOro Kanengaps,
4YTO [O/MKHO BECTU K YCUNEHHON HACTOPOXKEHHOCTU B CBA3M
C MOJIHUEHOCHbIM TeYeHnem 3a60oneBaHUsA U C BO3MOXHbIM
NneTanbHbIM UCXO[IOM Y IeTeN, KOTOPble He Bbln NPUBUTLI OT
MEHWHIOKOKKOBOW MHPEKLMN.

KnuHunyeckum cnyvau. Manbumk M., 1,6 net, poamBLiMmcs
08.08.2018 ot 2-1 6epeMeHHOCTH, 2-X onepaTUBHbIX POAOB —
KecapeBo cevyeHue Ha 38- Hen 6epeMeHHOCTH, Macca npwu
poxageHun — 3200 r, gnmHa — 50 cMm, OUeHKa Mo LWKane
APGAR — 8/9 6annos, 6bl1 BbiNncaH M3 pogaoma Ha 4-i AeHb.

MpBUBKKM NO BO3pacTy. M3 nepeHeceHHbIx 3aboneBa-
Hun — OPBW, atonunyecknin gepmatut. 19.12.2019 matb
oTMeTMNa nogbem Temnepatypbl go 37,4 °C. 20.12.2019
pebeHOK 6b11 OCMOTPEH AEXKYPHbIM NeanaTpomMm, Obiia Ha3Ha-
yeHa cumnTomaTuyecKkas tepanus. 21.12.2019 — nogbem
Temneparypbl 40 MMPETUYECKUX 3HaYeHu (39,4 °C), oTMevan-
CS XMUAKUKM cTyn Ao 4 pas. 23.12.2019 BHOBb NOABEM TEMME-
patypbl — 80 39,2 °C, B HoYb Ha 24.12.2019 maTb oTMeTUNa
MOHOTOHHbIN KPUK, MOSIB/IEHNE OTEKOB BEPXHUX KOHEYHOCTEN,
KPOBOTOYMBOCTb AeceH. B 7:00 ytpa 6blna Bbi3BaHa 6pura-
[a cKopon meauunHckon nomotum (CMIT), pebeHOoK He 6bin
rocnutanuanpoBaH. B 9:00 ctann oTMe4vaTbCs CUHIOWHOCTb
KOXHbIX MOKPOBOB, NMOSIB/IEHME CbIMW MO BCEMY TeNy, 06pa3o-
BaHWe B 06/1aCT1 NpaBoro 3ansactbs. bbina Boi3BaHa 6pura-
na CMI1, pebeHoK 6bl1 rocnutann3npoBaH B MoOpO30BCKYIO
OFKB B oTgeneHne peaHMMauuM W UHTEHCUBHOM
Tepanuu N2 29.

O6bEKTMBHbIM CcTaTyc: obllee COCTOSHWE KpanHe
TaXKenoe, rnyboKas Koma, OLeHKa no wkane Mmasro — 5.
B KoarynorpamMme OTMeYaNuCb BblpaxKeHHas rurnokoary-
naums (MpoTpoMOUHOBLIN MHAEKC — 42%, GUOBPUHOTEH —
0,97 r/n, AHTB — 53,7 c). B 6MoxvummyecKkom aHannse Kpo-
BW Tsenas runonpoteMHemus: obwmmn 6enok — 46,6 r/n,
anbbymmH — 24,0 r/n, asoTeMus: ypoBeHb MOYEBMU-
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Short Report

KpaTtkue coobuieHus

Hbl — 14,7 MMOnb/N, KpeaTuHuH — 156,0 MKmOnb/n,
3Ha4YUTENbHOE YBENMYEHWE TpaHCaMWHa3: acnapTtaTamu-
HoTpaHdepasbl (731,3 E[/n), anaHMHaMUHOTPaHchepasbl
(124,12 E4/Nn); CPB — 0,2657 r/n, ypoBeHb MNpOKabLM-
TOHWHa >10 Hr/mn. B pesynbratax ntoM6anbHOM MyHKLMMK
oTMeYanucb UMTo3 — 8/3 MK, NMUMPOUNTbl — 4 KIETKH,
MaKpodarn — 4 Knetku, 6enok — 0,432 r/n. B obuiem
aHanuse KpoBW aHeMus Nerkon creneHu taxectn (Hb —
104 r/n), BblparKeHHas TPOMOOLIMTONEHNUA — TPOMOOLMUTDI
35x109/x.

MpK pPEeHTreHONOrMYecKOM MUCCNefoBaHnn BbISBAEHbI
HannMyne MHPUNLTPATUBHBLIX UBMEHEHUN B JIEFKUX C 06enx
CTOPOH, Hannyme BO3ayxa B naeBpassbHOM NOAOCTH.

Tepanua B peaHMMaLMOHHOM 3ane: MHDY3US MMIOKO30-
conesbIx pacTBopoB 20 MA/Kr/4, KapaMoTOHUKK/Ba3onpec-
copbl: gonaMuH 10 MKr/Kr/MuH, HopaapeHanuH 0,5 mkr/
Kr/MWH, NpeaHn30noH 60 mMr B/B, LedTprMaKCcoH 1 1 2 p/cyT.
MeankameHTo3Has cegauns: GeHTaHnn 5 MKr/Kr/4, poKypo-
HUM 0,6 Mr/Kr/u.

24.12.2019 B 12:40 6b111 3aPUKCUPOBaHbI XKUBHEYTPO-
Kawwasa 6paavkapaus ¢ Nepexoaom B acUCTONUIO, OTCYT-
CTBME My/nbCa Ha MarucTpasbHblX apTepusx, OTCYyTCTBUE
3N1EeKTPUYECKON aKTUBHOCTM MMUOKapaa no AaHHbim 3KT,
MUAPWa3s, OTCYTCTBME CO3HaHusA. Bblna HavaTa paclumpeH-
Hasa cepaedvyHo-nerovyHas peaHumaums, yepes 30 MUH npo-
BeaeHusa pacwmnpeHHon CJIP aneKTpoaKTMBHOCTb MMOKapaa
no aaHHbiM 3KI oTcytcTBOBana, B ¢BA3n ¢ atum B 13:10
6blNa KOHCTaTUpPOBaHa CMepPTb.

[NocMepTHbIM AnarHo3 (OCHOBHOWM): MEHWHIOKOKKOBas
MHeKUMs, reHepanm3doBaHHaa ¢dopma. OcTpass MEHUHro-
KOKLEMMUS.

3akntoyeHue. [laHHbIN KIWMHUYECKUN CnydYan sBNseT-
Ccsl NPUMEPOM HECBOEBPEMEHHON KIMHUYECKOW AMArHOCTH-
KW. 3abofieBaHne SBASETCHA MUIHEYrpoxKatolmnm, BCTpe-
4alTCs MOJIHMEHOCHbIE GOPMbI, KOTOPbIE MOTYT MPUBECTU
K netanbHoMy ucxogdy. O6cyxKaeHMe BoMpoca O BBEAEHMMU
B HauMoHanbHOM KaneHngapb MPUBUBKKW MPOTUB MEHWHIO-
KOKKOBOW MHMEKLMMN OCTaeTCs OTKPbITbIM.

KnuHu4yeckumn cnydyam MUTOXOHAPUANBHOMU renaTtonaTtum

NMukoBcKas A.A., bavrados M. U.

HayuHbi pykoBoauTtens: NMonskosa C.U., A.M.H., npodeccop

PrA0Y BO «Poccuincknin HaumoHanbHbIM UccnegoBatenbckui MeanumHekum YuneepeuteT um. H.W. Muporosa», MocKBea,

Poccuickas degepauus

AKTyanbHOCTb. MuTOXOHAPUaNbHble renatonatum —
rpynna peakux 3aboneBaHui, NPUYNHOM KOTOPbIX ABASIOTCH
aHOMannn CTPYKTYPbl U GYHKLMKM MUTOXOHAPWIA, NpUBOASLLMNE
K OCTPOM MU XPOHMYECKOM NMEYEHOYHOW HEeAOCTaTOYHOCTW.
CyLLecTBYIOT MepBUYHbIE renatonatiun, pa3BuTUE KOTOPbIX
CBSI3aHO ¢ JedeKTamu TpaHCcnopTa AEKTPOHOB MK OKUCHe-
HMS KMPHBIX KUCOT, U BTOPUYHbIE, NPU KOTOPbIX NOBPEXKAE-
HUS MUTOXOHAPUI MOTYT GblTb PE3YALTaTOM HE3aBUCUMOIO
naToNorM4yeckoro npotecca.

KnuHunuyeckui cnyyan. Naunent C., 5 mec. Moctynun nna-
HOBO B OTAE/NIeHMEe raCTPOIHTEPONOrMKN POCCUMCKON AETCKOM
KAMHWYECKOM 60MbHULLBI C HANPaBASIOWMM ANArHO30M «XpPo-
HUYECKUM XONIeCTaTUHECKUI renaTut», NoLO3PEHUEM Ha CUH-
apom Annaxuns ¢ uenbto BepuduKaumm amarHosa. AHamHes
3ab60neBaHns: ManbyuK OT 7-i 6epeMEHHOCTH, 5-X poaoB Ha
32-1 Hep (2 aeTen 340pOBbI, 2 BblKMAbILWA, 2 HEOHaTaNbHble
CMepTU B BO3pacTe 3 CyT), NpoTeKaBLlen Ha GOHe recTaumoH-
HOro caxapHoro guabeta (HbA 1c (cp) — 8%), kenesonedu-
LMTHOM aHemuun 1-1 cTeneHu, BUpyca npoctoro repneca Iga,
TOKCOMNa3mMo3a, KpaCcHyxu, XpOHUYEeCKoM GpeTonnaLeHTapHom
HepgocTato4yHocTh 1-1 cT. OueHka no APGAR — 7/7 6annos.
Mony4yan 3amMecTUTENbHYID Tepanuilo cyppaKTaHTOM, Ablxa-
TenbHyo noaaepxKy CPAP, aHTMGaKTepunanbHylo, reMocTaTtu-
YecKyto, MHOY3MOHHYIO Tepanuio. B 6MOXMMUYECKOM aHanu-
3€e KpPOBU: GENOK-CUHTETMYECKas HedOCTaTO4YHOCTb MeYeHH,
CMHAPOM LMTONM3a, CUHAPOM XonecTasa. [Mnokoarynauus
naasmMeHHoOro remocrtasa, rmnodubpPUHOreHEMUS, CHUKEH-
Has aKTMBHOCTb aHTUTPOMOGMHA. LlepynonnasmuH CHUWKEH;
Medb B cbiBOpOoTKE — 0,391 mKr/an.

Hab6nogancsay aHAOKPUHOSIOra c AMarHo30M: BPOXKAEHHas
ONCOYHKLMS KOPbl HAAMNOYEYHUKOB, HEKTaccuyecKas popma.
Mo Y3WN 6ptowHOM NONOCTU: MPU3HAKKM NepuBe3nKaibHOro
oTeKa. [MNepTeH3MOHHbIM CUHOPOM, CUHAPOM [ABUraTenb-
HbIX W BEreTo-BucLEepanbHbIX HapylweHWn. feHeanornyeckum
aHaMHe3 OTArolleH: cmepTb TeTU pebeHKa B Bo3pacTe 2 fneT,
cMepTb 2 cMbCcoB B HEOHATalbHOM Nepuoae.

MpuocmoTpe: poct— 56 ¢cMm, Bec— 4100 r. dusnyeckoe pas-
BWTWE OYEHb HW3KOE, rAapMOHKYHOE. BenKkoBo-aHepreTMyeckas
HefgocTaTo4yHOCTb 1-M cT. CocTosiHME pebeHKa Tsaxkenoe. Koxa

cMyrnasl, ¢ 3feMeHTaMuM MPaMOPHOCTH, 4ucTas. Buaumble
C/I3NCTble 060/I04YKM 6eAHO-PO30BbIe, YMUCTblE. OAKOXKHO-
KMPOBasi KNeTyaTKa pasBuTa HeJOCTaTOuHO, pacnpegeneHa
paBHOMEPHO, NepUdPEPUYECKUX OTEKOB M MACTO3HOCTU HET.
MbIWEYHbIN TOHYC CHWMXEH. leyeHb +3 BHM3 U3-NoA Kpas
pebepHOM ayrK, anacTuyHas, 6e36one3HeHHas. CeneseHKa He
nanbnupyetcs. Ctyn 2—3 pas3a/aeHb KalwuueobpasHbln, 3ene-
HoBaTbIM. OTMeYaeTcs KpynHopasmallUCTbIn TPEMOp.

KoHcynbTauma odTanbMonora: 4acTuyHas artpoodus
COCKa 3puTenbHOro Hepsa o6oux rna3. KoHcynbTauus
HeBposiora: NOCNeACTBUSA NepUHaTalbHOrO NOPaXKeHUs LieH-
TpaibHOM HEPBHOM CUCTEMbI, 3aAeprKKa MCUXOMOTOPHOro
pa3BuTUS. KOHCynbTalms reHeTUKa: No COBOKYMHOCTU Kiu-
HWKO-aHaMHECTUYECKUX AaHHbIX AnddepeHunanbHas ava-
FHOCTMKa MPOBOAMTCS B rpynne MWTOXOHAPUANbHbIX 3H3U-
MOMMWONATUI, B HaCTHOCTU MUTOXOHAPMA/bHbIX FenaTonaTui.
PesynbraTtbl 06cnefoBaHui: cekBeHMpoBaHue HK — myTa-
UMM B 2-M U 3-M 3K30He reHa DGUOK xapaKTepHbl 4715 CUH-
apoma wuctoweHns MTAHK, renatouepebpanbHon GopMmbl,
ayTOCOMHO-peLeccMBHOE HacnegoBaHue. buoncua neyveHu:
dnb6po3 nevyeHn F2 no METAVIR. KnuHWYeckuin aHanm3a
KPOBMW: aHEMWs TAXENOW CTEeNeHW CMeLaHHOro reHesa.
BroXxMmMMyecKkui aHanmMa KpoBu: runepaMMOHUEMUS, NaKTa-
Taunaos, rmnornMKemMus.

HecmoTpsa Ha NpoBOAMMYIO TEpanuio, COCTOSIHWE pebeH-
Ka NPOrpeccuBHO yxyaLanochb.

OTmMevanocb HapacTaHWe cepaedyHO-COCYyAUCTOM U Ablxa-
T€NbHON HeAOoCTaTO4YHOCTU. [MpaBOCTOPOHHUIM FeMoTOpaKc,
remMopparm4yecknin LWOK, NPaBOCTOPOHHWM MHEBMOTOPAKC.
PeaHuMauMOHHbIE MeponpUusATUS abPEKT He umenu, pebe-
HOK CKOHYascs.

JAunarHocTuyecKkas LeHHOCTb. [1p1 NocTaHOBKe AnarHo-
3a npeacTaBieHne AOMKHO CTPOUTLCS U3 KIMHWKO-nabopa-
TOPHbIX KPUTEPUEB U MOATBEPIKAATLCA FEHETUKOM.

3aknouyeHune. [py OTArOWEHHOM reHeaNlorMyecKom
aHaMHese cneayeT oTBOAMTb 0COB0Ee MECTO MpeHaTanibHOM
anarHocTnke. CnocoboM poXKAEHWUS AEeTeW y OaHHOM napbl
SIBASIETCS IKCTPaKOpPnopasbHoe ONN0L0TBOPEHNE C UCNOSIb-
30BaHMeM MeToAa LMTonna3mMaTMyecKomn 3ameHbl.



UHPEKLUMOHHBLIX 3HAOKAPAMUT TPUKYCNUAANbHOIO KnanaHa
KaK OCJ/IOXXHEeHUe ABYCTOPOHHEWN AeCTPYKTUBHOU NHEBMOHUHU

CTaPUIOKOKKOBOM 3TUOJIOTUMN

MonogBa A.MN., Munéxuna M.10., Bpbisranuua C.10., KapnukoBa K.b.

Hay4Hbi# pykoBoauTenb: JlapuHa J1.E., K.M.H., JOLEHT
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AKTyanbHOCTb. MHOEKUMOHHBbIM 3HAaoKapaut (M3) —
TAXKENoe XKU3Heyrpoxatouiee BocnanutenbHoe 3abone-
BaHWe 3HAOKapha, MNPEeuMYyLLECTBEHHO C MOpaKeHnem
KnanaHoB cepgua. B negvatpuyeckon npakTuke yactoTa
BCcTpevaemoctn coctasnsier 0,05-0,12 cnydyaeB Ha 1000
[IETCKOro HaceneHus. Yalle Bcero natonorm4ecKknin npoLecce
pa3BMBaETCs Ha U3MEHEHHOM 3HAOKapAe Y AETEN C BPOXK-
AEHHbIMM MOpPOKaMu cepaua nocie WanM Ao XMpypruyeckown
KOppeKLMK, Ha GOoHe WMMMNIaHTUPOBAHHOIO KapavoBepTe-
pa-gedmnbpunnaropa, nocne AJIUTENbHONO MCNOSb30BaHUS
BHYTPMBEHHOIO JOCTyna [Ans MNpoBeAeHUs remMoauanunaa,
XMUMMoTepanun 1 obecnevyeHnss pebeHka napeHTepanbHbiM
NUTaHWEM, Y NOAPOCTKOB, WMCMONb3YIOLWMX WMHBEKLMOHHbIE
HapKoTMKK. OgHako B 8-10% cnydaeB N3 BcTpeyvaeTtcs
y aeten 6e3 aHoOManum CTpoeHus cepaua n GpakTopoB pUCKa.
Bbicokasi netanbHOCTb (20%) n TPyAHOCTb AMArHOCTUKKM U3
C MOpaKEHWEM HATUBHbIX KanaHOB ONPeAEensoT aKTyanb-
HOCTb M3YYEeHUsI TaKMUX KIMHUYECKMUX HabMoAEeHUN.

KnuHuuyeckuii cnyvyan. Manbumk M., 4 roga 7 Mec,
poaunca oT 2-i 6epemMeHHOCTH, 1-X onepaTtuBHbIX POAOB
(TazoBoe npeanexaHuwe, [OBOWHOE O6GBUTUME MYNOBUHbI)
Ha 38-11 Hep rectaumnun. 3aboneBaHne Havyanochb 18.08.2019
OCTPO C nogbema TemnepaTypbl 40 GeBpUibHbIX 3HAYEHUN
U nosiBneHns Kawna. B TevyenHne 10 gHen rocnutanmsa-
UMK MO MEeCTy XWUTenbCTBa nonydan uedTpuMaKCoH, panee
[IKo3aMuumMH. Ha ¢doHe Tepanuun GebpunuTeT coxpaHsncs,
Masib4yMK Obln BbiNncaH 6e3 ynydweHuns. 10.09.2019 rocnu-
Tanu3unposaH B PAKB YeuyeHcKon PecnybamMku ¢ guarHo3om
«ocTpas BHe6GONbHUYHAs MNPaBOCTOPOHHAS cpeaHefoneBas
NMHEBMOHUS CpeAHEeN CTENEHN TAKECTU», TAEe B Ka4ecTBe 3TH-
OTPOMHOM Tepanuu UCNoNb30BaNMCh NpenapaThl 3alluLLeH-
HbIX MEeHUUMNIMHOB. CamMOoCTOATENbHO MOKMHYB CTalMoHap,
nocne ob6pauweHus B MOPO30OBCKylO OETCKYD TOPOACKY
KIIMHUYECKYo 60nbHULY 18.09.2019 6b11 3KCTPEHHO rOCMuU-
TannM3nMpoBaH.

[Mpy NOCTYNNEHMN COCTOSIHUE TAXKENoe 3a CHET ABJIEHWUN
[OblXaTelbHOM HegocTaToyHOCTU (AH) M MHTOKCUMKALMOHHOIO
cuHapoma. KoxKHble NOKPOBbI 61edHble, C 3€MJIUCTbIM OTTEH-
KOM, LIMaHO3 HOCOry6HOro TPeyrofibHWKa. AyCKynbTaTUBHO
ObIXaHWE YKECTKOE, B HWMKHMWX OTAeNax BnakHble MenKomny-
3blpyatble xpunbl, 444 — 38/MuH, Sp02 — 92%. YCC —
135 ya/muH. MeyvyeHb M3-noa Kpas pebepHon ayru — 4 cm.
JlabopaTopHO — aHeMWs cpedHen CTEeNeHn TAKeCTu:
Hb — 84 r/n, HENTPODUNbHBLIN NENKOLMTO3 — NIENKOLMUTBI
22x109/n. Ha KT opraHoBs rpyaHon Kietku (OFK) npusHaku
[BYCTOPOHHEN MOSINCErMEHTAPHOW AECTPYKTUBHOW MHEBMO-
HUKU: MO BCEM CErMeHTaM JerKux MHOTMOYUCIEHHbIE OYaru
pazmepoM Ao 15x12 MM, YaCTU4YHO cofepKallne NosiocTy,
pa3mepamu go 8 MM B anametpe. B 4-m n 5-m cermeHTax
Y4YaCTKM YMIOTHEHUS NEFOYHON NapeHXMUMbI.

Ha ocHoBaHMK aHamHe3a, 1abopaTopHO-MHCTPYMEHTa b
HbIX JaHHbIX 1 OCMOTPa 6blNa AMarHOCTUPOBaHa BHEGObHMY-
Has ABYCTOPOHHSASA NoAMCErMeHTapHas NHEBMOHUS THKEN0ro
TEeYEeHMs, OCNOXKHEHHasa AECTPYKTUBHbIMU U3MeHeHusamu, OH
0-1. Ha ¢oHe npoBoanmMon aHTMOaKTepuanbHOM (METPOHMU-
faszon, uedTpMaKcoH Co CMeHOM Ha uedennum) n MHOY3UOH-

HOW Tepanuu COCTOSIHWE C OTpULAaTENbHON AMHAMUKON B BUAE
HapacTaHus aBneHun [H, MHTOKCMKauMOHHOro CUHAPOMA,
pa3BuTUSa cepaedHon HepgoctaToyHocTU (CH). O6beKTMBHO
23.09.2019: ToHbI cepaua NpUrnyweHbl, CACTONTMYECKHUA LLIYM
B 4-i To4Ke, HCC — 156 ya/muH, YOO — 45/MuH, Hapac-
TaHWe pa3MepoB MeYeHn U cenedeHkn — 7 1 1 cm us-noj
Kpasi pebepHOn yrn COOTBETCTBEHHO, OTEKM FOSIEHEN U CTON.
B KAMHWYECKOM M BUOXMMMUYECKOM aHanmM3ax KpoBU: Hapac-
Tan aHeMUYeCcKun cuHapom (Hb — go 62 r/n) n nemkountos
ao 30x109/n CO3 — 6onee 140 MM/4, C-peaKTUBHbIN
6enok — 0,2032 r/n, runonpoTtenHemms (06wmm 6enok — 61
r/n, anb6ymMuH — 26 r/n). Mo gaHHbiM AxoKI ot 23.09.2019
WHOPEKUMOHHbIN 3HAOKAPAUT C NOpaKeHWEeM TPUKycnuaanb-
HOro K/ianaHa: HeAoCTaTOYHOCTb YMEpPEHHas, peryprutaums
3+. B npoeKkumn CTBOPOK BU3yanuM3nMpoBanacb BbICOKONOA-
BUXKHas NIMHEWHas CTPYKTypa (BereTtauus), nponabupyouas
B MOJIOCTb MpaBoro npeacepaus, pasmepamu o 17 mm.
PacwurpeHne npaBbix oTaenoB cepgua. Ha Y3W opraHoB
MOLUOHKM OTEYHO-UHPUNLTPATUBHbLIE UBMEHEHUS MATKUX TKa-
Hen. Mo pgaHHbiIM 3K — cuHycoBasi Taxukapaus, anddys-
Hble N3MEeHeHUsI MMOKapaa. Ha ocHOBaHWK NpefcTaBAeHHbIX
[JaHHbIX Obln AnarHocTMpoBaH M3 TpuKycnuganbHOro Kna-
naHa, OCTpoe Te4YeHue, HeaOCTaTOYHOCTb TPUKYCNMAANBHOIO
KnanaHa 2-3-i cTeneHn. HegoctatoyHOCTb KpoBooOOGpalle-
HUA 2A KaK pedKoe OC/IOXHEeHUe Tsenoro 6akrepuanbHOro
CUCTEMHOrO npouecca Ha GoHe AEeCTPYKTUBHOM NMHEBMOHUU.
JcKkanauus Tepanum — gobaBneH BaHKOMULMH. bbina Hava-
Ta KoppeKuusa npasoxenygodykoson CH: dypocemug, cnmpo-
HONAKTOH, KanTonpu.

Mo pesdynsTataMm 6aKTepUanbHOro NOCeBa KPOBU Ha CTe-
punbHOCTb OT 24.09.2019 — poCT METULMISIMHPESUCTEHT-
HOro 30510TUCTOro ctadpunokokka (MRSA), 6bina npousBse-
[leHa CMeHa aHTubaKTepuanbHOM Tepanun Ha pudamnuumH
1 amuKaumH. Ha KT OFK ot 07.10.2019 nosiBneHune «cBe-
HUX» U YBENMYEHWE B pasmepax CTapbiXx o4aroBblix 06paso-
BaHWMN NErKMx ¢ NPM3HaKaMu AeCTPYKLUMK, NPaBOCTOPOHHMNI
rMAPOTOPAKC, YBENWYEeHUEe BHYTPUTPYAHbIX AUMOOY30B.
Ha ¢oHe npoBoaumon Tepanuu: debpuibHas nuxopagka,
BblpaXeHHbIN MHTOKCUKaLMOHHbIV CUHAPOM, OTpULaTeNbHas
OnHaMuKa no gaHHbiM IXoKI n KT. CoxpaHsinacb BbiCOKas
BOCManuTeNbHas aKTMBHOCTb, HapacTaHue NenKoLMTOo3a,
NPOKanbLUMUTOHMH 6onbwe 10 Hr/mi.

PebeHKy ¢ cenTM4yecKuM npoueccomMm 6bino PpeKOMEHIOo-
BaHO MPOAO/IKMTL Ha3HAYEHHYI0 Tepanuio TpeMs aHTUGaK-
TepuanbHbIMK NpenapataMu (BaHKOMULMH, pUbaMMULMH,
aMUKaLWH) M MPOBECTU TPEXAHEBHbIN KYpC BHYTPUBEHHO-
ro MMMmyHornooéynmHa. CocTosiHME MafibYMKa HECKONbKO
YAy4WKUAOCh: NMOSIBUACS anneTuT, cTan 6onee aKTUBHbLIM,
yMeHblunnack oAblwKa. OAHaKo fAMxopajKa coxpaHsnach,
nabopaTopHO HapacTanuM aHeMus u nenkouuTtos. Tepanus
Oblla CKOPPEKTUPOBAHaA C YH4ETOM Pa3BUTUSA PE3UCTEHTHO-
CTM MUKPOOpraHuMama no AaHHbIM MoceBa KPOBW — OTMe-
Ha BaHKOMWUMHA, pudamnuumHa, BKIOYEHUE NnHE30nnaa.
YyuTbiBasgs MNporpeccupoBaHue [ObixaTelbHOM W CcepaeyvHo-
cocyaucton HepoctatoyHocTH, 04.11.2019 manbyuK O6bin
nepeBefeH B OTAENEHNE peaHUMaLmK.
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Short Report

KpaTtkue coobuieHus

13.11.2019 ycuneHue abixaTeNibHOW U cepaeyHoOn Heao-
CTaTo4HOCTU. brieaHble KOXKHble MOKPOBLI, Nepuop6uTanb-
Hbl LIMaHO3 MpK Harpyske, BPEMS KanwaisapHOro HamnosHe-
HMa 4 ¢. OTEeKM Ha roneHsx, Nnue, XmMBoTe, acunTt. CMmellaHHas
OAblllKa, BTSXKEHME YCTYNYMBbLIX MECT. YYWUTbiBas aKTUBHbIN
MHOEKLMOHHBIN NpoLuecc, 6bi1 NPOBeAEH KOHCUIMYM U BblO
pelweHo BO3AepraTbCid OT ONepaTMBHOrO BMellaTenbcTBa
W MNPOAOIKMTL aHTUGAKTEpPUaNbHYlD Tepanuio (aMMKaLMH,
nnHesonua, cynbdameTtokcason). C 15.11.2019 B Koaryno-
rpamme BblpaxeHHas runokoarynaumns (MTU — 17%, dpubpu-
HoreH — 0,71 r/n). 22.11.19 oTMeYeHO HapacTaH1e NenKo-
umTo3a (70x10°/n), TpombBoLmTONEHUn (50x109/1), ypoBHSA
MOYEBUHbLI (15 MMONb/N) U KpeaTuHKHa (149 MKMOnb/n),
ACT — 7916 Eg/n, ANT — 23363 Ea/n, ITT — 214 Ea/n,
e — 422 Ea/n, NAr — 23363 Ean/n, 6unupybmH —
255 MKMonb/n (npamasa ¢pakuns — 146 MKMONb/N), runo-
npoTeMHEMUU (anbbyMuH — 24 r/n, 06nn 6enok — 61 r/n),
Na — 162 mmonb/n, K — 3,2 MMonb/n. Ha peHTreHorpamme
OlK aByCTOpPOHHME MHOUNBLTPATUBHbLIE U3MEHEHUS, YBEU-
yeHue pa3mepa cepaedHon teHn (KT — 0,65). B auHamuke
OTMEY€EHO HapacTaHue rugpoTopaKkca. ManbyumK 6bls1 UHTYOU-
poBaH, npoBoaunacb MeaukaMeHTo3Hasa cegaums. Ha doHe
Ba30MPECCOPHON NMOAAEPKKU COCTOSHUE KpaWHe Tsaxesnoe,

CEeNnTUYECKMIN LLOK, CUHAPOM MOSMOPraHHOW HeAOoCTaToOYHO-
CTU: cepaeyHas HegoctaTovyHocTb HK2A, abixaTenbHasa Hego-
cTtato4HocTb lll, ocTpas noyeyHas HeQOCTaTOYHOCTb, OCTpas
neyeHo4yHas HefoOCTaTOYHOCTb, CMHAPOM AMCCEMUHUMPOBAH-
HOrO BHYTPWMCOCYAWCTOrO CBEepPTbiBaHMsA. HecmoTpst Ha npo-
BoAMMble Meponpuatua: UBJ1, nepuToHeanbHbIM Ananus,
MHOY3MOHHaa Tepanusl, TpaHchy3ns CBEXKE3aMOPOKEHHOM
nnasmbl U KpUonpeuunurata, aHTMGaKTepranbHas Tepanus
(manToMULUMH, oCcHOMULNH, MeponeHem ¢ 22.11), npoTuBO-
rpubkoBasa Tepanua (KacnodyruH), cegauus (deHTaHun),
Ba3onpeccopHas noadepKa (HopagpeHaauH, AonaMuH),
remoctaTnyecKkas tepanus (BuTamuH K), cMepTb MasnbyunKa
HacTtynuna 09.12.2019.

3aknoyeHue. [NpeactaBneHHoe HabnAAEHWE OEMOH-
CTPUPYET peKoe pa3BUTME KamaHHOM NaTofiorMu ¢ nopa-
KEHWEM TPUKYCMMAANbHOro KnanaHa Ha GoHe cenTMyecKoro
npouecca. Ba)XHO NOMHUTb, YTO MacCMBHasa GaKTepueMus,
KaK Mpu AECTPYKTUBHOW MHEBMOHWM, MOMKET OCMIOMKHATHCSA
nopaxkeHuem cepaua. N3, BbiaBaHHbIM MRSA, xapaktepnay-
eTCa TAXENbIM MPOrpeccupyownum TeYeHneMm, AeCTpyKumnen
KnanaHoB ¢ HapacTtawouwen CH. CBoeBpeMeHHOe Ha3Hauye-
HWE 3TUMOTPOMHOM Tepanuu — HeobXxoauMoe YCroBue AN
CHUXEHMS NeTanbHOCTHU.

AHLUA-accouuMmMpoBaHHbIA BaCKYJIUT

NMoxeawesBa I.10., TuxoHoBckun MN.A.

HayuHbi pykoBoauTenb: JlapuHa J1.E., K.M.H., AOLEHT
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AKTyanbHocCTb. AHL|A-accounMpoBaHHbIN CUCTEMHbIN
BaCKynnMT — rpynna 3aboneBaHui, XapaKTepu3yrLlmnxcs
XPOHWYECKMM MMMYHHbIM BOCMaNeHUEM CTEHKU MENKUX
COCYyA0B, MNONMMMOPOHON KIMHUYECKOW KapTMHOM C 4acTbiM
BOBJIEYEHWEM JIETKMUX WM MOYEK W HanMyuMem LMPKYInpy-
IOWKNX ayToaHTUTeNn K uutonna3me Hentpoodwunos (AHLA).
CoBpeMeHHasi HOMeHKnaTypa BblaenseT cneaytowme AHLA-
accouMMpOBaHHblE BACKYAWUTbl: rpaHyfemMaTto3 C Noju-
aHrumtom (BereHepa); MWKPOCKOMWYECKUW MNONUAHTUUNT;
303MHOOUbHbBIA TpaHyneMaTto3 ¢ nofnaHrumToM. [aHHoe
3ab6osieBaHNE COMPSAXKEHO C BO3AENCTBUMEM BHELIHEN cpeabl
y FEHETUYECKM MpeapacrosioKeHHbIX nogen. Betpevaetcs
[ocTaToyqHO peako: 20 cnyyaeB Ha MUAJIMOH HaceneHus.

KnuHu4yeckun cnyvai. [lesoyka B., 12 net, 21.01.2020
3KCTPEHHO NOoCTynuaa B NpuemMHoe otaeneHne Mopo30oBCKoM
[ETCKOWM ropoACKOMN KITMHUYECKON 60M1bHMLbI C }aiobaMu Ha
nepudeprnyeckme oTeKn B Hag/106KoBoK o61acTn U obnactm
HOT ¥ UBSMEHEHUS B aHaNM3ax KPoOBU M MOYM (@HEMUS U NPO-
TenHypus). U3 aHamHesa: ¢ gekabps 2019 r. 6bi1n Kanobbl
Ha cnabocCTb, B Te4eHWe Mecsla Ha neBom 6eape nosiBuacH
remopparmyeckun anemeHt. 15.01.2020 Ha ¢oHe 6naro-
nony4yms nosiBunacb TowHoTa, 16.01 — ogHOKpaTHO pBOTa,
18.01 — XWAKWUK CTyA.

Mpn ocmotpe: YA — 27/muH, YCC — 125/MuH.

Na6opatopHo B KpoBu: Hb — 52 r/n, KpeaTUHWH —
716 MKmoOnb/n, moyeBuHa — 40,3 MMonb/n, o6WuMn
6enok — 47 r/n, anbbymmH — 22 r/n, K — 7,5 mmonb/n;
B Moye: 6enok — >3 r/n, aputpountbel — 200 Ki/MKA.

CocTtosiHMe pebeHKa 6b110 pacLEHEHO KaK Tsxesnoe.
[eBoyKa 6bl1a rocnutanMaMpoBaHa B OTAeIEHUE peaHu-
MaLMK U MHTEHCUBHOM Tepanuu.
21.01.2020 remoTpaHcdy3ns 3puTpoLUTapHOW B3Be-
cbto 10-15 mn/Kr.

22.01.2020 44, — 25/muH, HCC — 115/muH; AO —
100/70 MM PT. CT.; OTEYHOCTb JiMLA, HOM, MNAaCTO3HOCTb
Kucten. bbina Ha3HavyeHa 3amMecTuTeNbHasf no4vevyHas
Tepanusa (3MT). 3aknoyeHue: 6bICTPONPOrpeccHpyomm
rnomepynoHedput (BMIH), ocTpoe no4ye4yHOe MNOBPENK-
neHune (OMM). B 6/x kpoBu: Ha ¢oHe 3MT mMovyeBUMHa —
24 MMOSb/N, KpeaTuHH — 440 MKMoNb/N. bbin Ha3Ha4veH
renapuvH 150 E[l/Kr/cyT n nynbc-Tepanus MeTUANPEeaHU-
30n0HoM 1 r B/B 1 pa3 B AeHb 3 OH4, 3aTeM 1 pas yepes
[€eHb.

24.01.2020 nabopaTopHo: Hb — 71 r/n, KpeaTUHUH —
339 MKMO#b/N, MoYeBMHa — 16,7 MMOAb/N, anbbyMUH —
26 r/n. Y3W opraHoB OpOLWHON MNONOCTU: yBENUYEHUE
JINHEWHbIX Pa3MepoB NeyvyeHn, 6e3 U3MEHEHUS MapeHXUMbI,
YMEPEHHOE KONMYEeCTBO CBOOGOAHOM KMUAKOCTM B OPIOLLIHOM
nonoctu. K Tepanun 6bin0 gob6aBneHO OAHOKpaTHOE BBede-
Hue umknodpochammaa 600 mr B/B.

27.01.2020 otmevanacb aHn3okopus. Ha MPT ronoBHo-
ro Mo3ra: Npu3HaKu KUCTbl annudusa.

28.01.2020 61eAHOCTb KOMHbIX MOKPOBOB COXpPaHs-
€TCsl, MacTO3HOCTb /MLA, OTEKM cTon. [emopparnyeckux
BbICbIMA@HWUN He 6bl1I0 OOHaPYXEHOo, Ha nepeaHen noBepx-
HOCTM neBoro 6egpa nanbnupoBanca 6e360/IE3HEHHbIN
y3en 0,5x0,5 cm. lpn aycKkynbTauuu: KecTKoe [AbixaHue,
ocnabneHHoe B HWXHMX otaenax. AL 140/95 MM pT. CT.
OnuroaHypus. bbina nepeBedeHa Ha Tepanuio NpeaHU30-
noHom 60 wmr/cyT, umknodpochamma oaHokpaTtHo 600 mr
B/B KanenbHo. 3[T 6bi1a NpoAo/IKeHa.

31.01.2020 npu3HaKM MeauKaMEHTO3HOro cuHApoma
MueHko — KywwuHra. JlabopatopHo: Hb — 76 r/n, kpeatu-
HUH — 126 MKMOAb/N, MOYeBMHA — 7,2 MMOJb/N, 0BLIKH
6enok — 48 r/n, anbbyMnH — 36 r/n. Mpn nccnegoBaHuu:
ANCA screen 3,6 (N <1); pANCA/AT kK MPO — 76,8 Ea/mMn



(N = 0-10,0). bbin noctaBneH anarHos: HeKpoTM3UpyoLLMI
AHLIA-accoummpoBaHHbIv Backynut. AHLIA-accoumMmMpoBaHHbIv
6bicTponporpeccupyowmn rnomepynoHedput, OIM. bbin
Ha3Ha4veH amnoaunnuH 2,5mr 2 p/cyt. 01.02. 2020 KT-opraHos
rpyaHon nonoctu: KT-KapTMHa MHOMECTBEHHbIX ABYCTOPOH-
HWX MOJIMCErMEHTAPHbIX 04aroBbIX U3MEHEHWI; TMAPOTOPaKC
cneBa, HebO/blUOE KOMMYECTBO XMWAKOCTM B MpaBOW MeB-
panbHOM MOSIOCTM M B nepukapae. [BYCTOPOHHSA nonucer-
MeHTapHas NHeBMOHMS. K npeawecTBytoLen Tepanum 4onosn-
HUTENbHO OblN Ha3HavyeH MeponeHem 10 Mr/Kr Kaxible 8 Y,
Ko-TpnmoKcasoa 480 mr 2 pasa B AeHb A/IUTENBHO.

03.02.20 yxyalweHune obllero CocTosHus: cyodebpusib-
Haa Temnepatypa. A — 118/78 mMm pT. cT. JlabopaTopHoO:
KpeaTuHUH — 283 MKMO/fb/N, MOYeBMHaA — 24 MMONb/A,
obumm 6enok — 27 r/n, anbbymmnH — 33 /1, NEMKOLMTO3 —
12,87x109/n. KWC 6bina KomneHcMpoBaHa. KnMHu4ecKni
aHanna mouu: 6enok 3,3 /N, U3MEHEHHbIE 3PUTPOLIUTHI
NOKPbIBaIN CNNOLWb BCE MOE 3PEHUS.

04.02.20 cobpaH KOHCWMYM, Ha KOTOPOM Obl10 MpU-
HATO pelleHne O NPUCOEAMHEHUU Tepanuu PUTYKCMMabom
375 Mr/m2 — 4 neg.

05.02.2020 aycKynbTaTMBHO Habntoaanaucb cpeaHenysblp-
YyaTble BNa)KHble XpWMbl B HUXHUX oTaenax nerkux. Y4 —
32/MUH. [narHo3: MUKPOCKOMWYECKMM nonuaHrmumt, AHLA
NONOXKMUTENbHbIN, C opaxeHnem novek (bIMrH) v nerkux (remop-
parMyeckun anbBeonuT). PeHTreHorpadusi opraHoB rpyaHoM
KNETKU: PEHTreH-KapTUHa WHPUALTPATUBHBIX WM3MEHEHUI
C 06enX CTOPOH, NPEUMYLLECTBEHHO crnpaBa. Hannune xuaxo-
CTW B IEBOM U NpaBOK NneBpasbHbIX MOA0CTAX. BPOHXOCKONUS:
aMddy3Hoe avanenesHoe ABYCTOPOHHEE IErOYHOE KPOBOTEY-
Hue. femopparvyecknn 6poHXUT. JlabopaTopHO: TPOMOOLM-
Tbl — 84 Tbic/MK. MNoaknoyeHne K annapaty UBJI.

07.02.2020 Y3W nneBpanbHOW MOMOCTU: 3XO-MpPU3Ha-
KW rmapoTopaKkca cfieBa W BbIParKEHHOW MMMNOBEHTUAALMM
NEeroYyHon TKaHW B 3adHeKaydalbHbIX OTAenax Jerkoro
cnesa.

09.02.2020 6pOoHXOCKOMNUS: remopparmyecKkmm 6POHXMT.

10.02.2020 peHTreHorpaduss opraHoOB rpyaHOM KneT-
KW: 4acTMYHOEe BOCCTaHOBNEHWE BO3[YLIHOCTU JIEFOYHOM
napeHxnmMbl ¢ 06enx CTOPOH; APEHaX B NpaBoKn nneBpasb-
HOW MOMIOCTW; MPU3HAKM NPaABOCTOPOHHEro rnapoTopaKkca.
12.02.2020 KynupoBaHWe Er0YHOr0 KPOBOTEYEHUS.

13.02.2020 npu ocmoTpe: aHypus. JlabopaTopHO:
Hb — 100 r/n, TpombouuTel — 113x10°%/1, nernKoLu-
T03 — 20x109/51, Mo4eBMHaA — 35 MMOJIb/N, KpeaTUHUH —
320 MKmonb/n. Y3W no4yeK: 3HauuTeNbHOE HapylueHue
reMoANHaMMKM.

24.02.2020 ymepeHHOe KpOBOTEYEHWE CO CAMBUCTbIX
060/104€K, Bblpa)KeHHas TPOMBOLIMTOMNEHNUS, OTCYTCTBME KOa-
rynauum B TecTax, NoBbILEHNE aHTU-Xa-aKTUBHOCTH, METEXMM
Ha TyNoBMLLE M KOHeYyHOoCTaX. KT-ronoBHOro Mosra: npuaHa-
KM OTEeKa MO3ra, MHOXECTBEHHbIX BHYTPMMO3rOBbIX KPO-
BOWU3NUAHUN, BHYTPUIKENYAOYKOBOrO KpoBoTeveHuns (BXKK),
cy6apaxHonaanbHOe KPOBOWU3NUSAHUE, BEHTPUKYIOMEranus.
Bblio NnpoBeaeHo onepaTMBHOE BMELWATENbCTBO: UMMNaHTa-
LISl HAPYXHOro BEHTPUKYNAPHOrO apeHaxka. KT B AMHamMuKe:
NPU3HaKM HapacTaHWsl OTEKa FoIOBHOMO MO3ra, BKIMHEHME
MO3}e4Ka B 60/1bLIOE 3aTbl/IOYHOE OTBEPCTUE, MHOXKECTBEH-
Hble BHYTPMMO3roBble KpoBousnusaHusa, BXXK. OctaHoBneHo
BBeEHWEe renapuHa, BBeAeH npoTaMuHa cynbdaT 25 wmr,
TpaHcdy3nsa Kpuonpeunnutata 4 oo3bl.

25.02.2020 Y3[ 6paxvouedanbHbiXx apTepuin: B Maru-
CTpanbHbIX cOCyaax ¢ ABYX CTOPOH KPOBOTOK YETKO He onpe-
nensietca. Y3U nneBpanbHbIX MOMNOCTEN: CieBa — MWHMU-
MaflbHOE KOMMYECTBO XKMAKOCTU. Y3U GpIOLWHON NOMOCTH:
NpPU3HaKK acuuTa.

27.02.2020 npu ocmoTpe: aToHUYecKasa Koma (UKD 3).
AHypus. JlabopaTopHO: aKTMBHOCTb Mo KBuKy — 70%,
MHO — 1,25, NB — 14,4 c; ¢oubpuHoreH no Knaycy —
4,68r/n; TB— 26,1 c; AHTB — 32,1, aHTU-Xa-aKTUBHOCTb —
0,12 E/mn. 3MT 6bina BO306HOBAEHA. Tepanus ocTanacbh
NPeXxKHAS.

05.03.2020 KnuHuvecknin aHannsa Kposu (02:00): nen-
KounTbl — 1,2x10%/n; aputpoumntsl — 2,38x1012/n, Hb —
71 r/n; rematokput — 20,5%, Tpom6oLnUTbl — 3x10%/n,
ammountel — 24,1%, n/a — 15%, c/a — 70%. KLIC:
HEKOMMNEHCUPOBAHHbIN METaboNMYECKMI aumnaos, rMnornu-
Kemus, runepbunnpybruHemus.

buonornyeckasa cmeptb 05.03.2020 B 11:10. Mo aaH-
HbIM MaTofioroaHaToMMyeckoro BCKpbITMS oT 06.03.2020
npeaBapuTenbHbiM  AnMarHo3: HekpoTtusupytownn AHLIA-
aCCOLMUPOBAHHbIA BaACKY/IUT, HEKPOTUYECKMUK MUKPOIMO-
nnaHrnut. OCNOXXHEHWS: BblpaXKEHHbIM remMopparn4yeckum
CUHAPOM, MHOMECTBEHHblE KPOBOM3NUSAHWA B BELECTBO
rONOBHOrO MO3ra, pPacnpoCTpPaHEHHble KPOBOM3NWUSHUSA
B JIerkue, ABYCTOPOHHMI reMOorMapoTopaKc; remorngpone-
puTOHEeyM. HenocpeacTBeHHOW MPUYUMHOM CMEPTU siBUNAchb
nonvMopraHHas HegocTaToyHoCTb. Mopdonornyeckoe nccne-
[loBaHuWe opraHoB B paboTe.

3akno4yeHune. Hekpotusupywouwmn AHLA-accoumnmpo-
BaHHbIM BaCKy/IWUT TpebyeT MOBbIWEHHON HACTOPOMKEHHO-
CTM WU aKTUBHOW TaKTUKW BeAeHWUs BBUAY CTPEMUTENbHO
pa3BuBatloLeNcs NoIMopraHHOM HeaoCTaTOYHOCTU M BbICO-
KOro pucKa neTanbHOro ucxoaa.

BpoxaeHHas AUCPYHKLUA KOPbl HAANOYEYHUKOB

TpudoHosa E.NU.
Hay4Hbi# pykoBoauTensb: NMNoguuHeHoBa [.B., K.M.H.

Drb0yY BO «CMBUPCKUIA rocyaapCTBEHHbIM MEAULMHCKMI YHUBEPCUTET» MUHUCTEPCTBA 34paBoOXpaHeHns POCCUIMCKON

depepaumun, ToMmck, Poccuinckas depepauus

AKTyanbHOCTb. BpoxaeHHas OnchYHKUMS KOpbl Haano-
Ye4yHMKOB (aapeHoreHunTanbHblM cuHapom; BAKH; kog no MKB
E25.0) — rpynna 3a6oneBaHni ¢ ayTOCOMHO-PELLECCUBHbIM
TUMOM HacNefoBaHWs, B OCHOBE KOTOPbIX NEXWUT AedeKT
OAHOro U3 GEPMEHTOB WKW TPAHCMOPTHbLIX GEKOB, MPWUHMK-
MaloLWMxX y4actne B GUOCMHTE3E KOPTU30/a B KOPe Hagmno-
yeyHnkoB. Camon yacton popmon BAKH sasnsercsa gedbmunt
21-rngpokecunasbl (6onee 90%). Hactota gaHHOro 3aboneBa-
HWS B MMPOBOW MNONYNSLMK, paccyUTaHHas no JaHHbIM HEOHa-
TanbHOr0 CKPWHKHra, coctasnaser or 1:20000 go 1:20000
MBbIX HOBOPOXKAEHHbIX. B Poccun, MO AaHHbIM CKPUHUHIA,

yacToTa coctaBnseT 1:9500. KnnHuyeckas KapTUHa KaxKaomn
dopmbl BAKH ob6ycnoBneHa gepuuMTOM FOPMOHOB, CUHTE3
KOTOPbIX HEBO3MOXEH NpK JaHHOM bepMeHTaTUBHOM 610Ke,
M M3O6bITKOM HaKananMBaeMbIX MpPeAWecTBEHHUKOB. Takum
06pa3oM, M36bITOYHas ceKpeuus Haano4YeyHMKOBbIX aHApPo-
reHOB MNPOUCXOAUT B MNepuoa MnosoBor AMdpdepeHLUPOBKHU
(9—15-9 Hepenss amMOPUOHANbHOIO Pa3BUTUS), YTO Y MNIOA0B
C Kapuotunom 46XX npuMBOAMT K BUPUAU3ALMU HaPYKHbIX
reHuTanui. BHyTpeHHWe nonoBble opraHbl 4EBOYEK pa3BMBa-
oTCs NMpaBwibHO. CTeneHb MacKyMHU3aLUMK NPKU POXKAEHMM
MOXET BapbMpoOBaTb OT CNerka runeptpopUpoBaHHOro Kiu-
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MACKMI NeauaTpUUYEcKuin XKypHan.

Poccu



Short Report

KpaTtkue coobuieHus

TOpa A0 MOSIHOCTbIO MYXCKOrO CTPOEHUS reHuTanun. Y manb-
4YMKOB (46XY) UMeeT MecTo NpexkaeBpeMeHHOE NoNoBoe pas-
BuTHe (MMNP) No U3oceKcyanbHOMY TUMY U paHHEE 3aKpbiThe
30H pOCTa C nocneaytoLen HU3KOPOCOCTbO.

OpUrMHanbHOCTb. [1pK OTCYTCTBUM 3aMECTUTENbHOW rop-
MOHanbHoM Tepanuu (3IT) y AeBOYEK C KnaccuyecKnmu dop-
MaMKu afpeHOoreHuTanbHoro cuHapoma passusaetcs MNIMP no
reTepoceKcyanbHOMY TUMY (YBeNMYEHUE B pa3Mepax 1 Hanps-
YKEHMEe KNUTopa, YCKOPEHUE TEMMOB pocTa, 6bICTPOE Nporpec-
cvpoBaHMe KOCTHOrO BO3pacTa, NpexAeBpeMeHHoe ajpe-
Hapxe), pe3dynbTataMn KOTOPOro ABAAOTCS HU3KUN KOHEYHbIN
POCT, TMPCYTU3M, colinanbHasa ae3agantaums u 6ecnnoaue.

KnuHunyeckun cnyyam. B Havane 2019 . B 3HAOKPHUHO-
nornyeckoe otaeneHne [eTcKkon ropoAackon 6o0nbHuULbl N2 1
(OArb N? 1) B nnaHoBOM MoOpsiAKe MOCTynunia nauuneHtka b.,
5 net. uarHo3 npu MNOCTyNJEHUN: BPOMKAEHHbIE aApeHO-
reHWTanbHble HapylweHus, cBfi3aHHble ¢ aeduumnToM dep-
MEHTOB. [lpy NOCTYM/JIEHUMN MaTb MaUMEHTKU Npeabssnsna
Kanobbl Ha yBenuM4eHwe rpyau, nosiBjieHne Boaoc Ha Nobke,
4acTylo CMEHY HaCTPOEHMS U NOBEAEHUS U BbICTPYIO NPUGaBKY
B pocTe M Macce Tena. M3 aHamHe3a MauMeHTKU U3BECTHO,
4yTO pebeHOoK OT 4-i 6epeMeHHOCTU. bepemMeHHOCTb NpoTeKa-
Na ¢ yrpo3ow npepbiBaHus. Poabl GU3MON0OrMyeckne Ha cpoke
40 Hen. HacneactBeHHOCTb OTAroweHa no 3abosieBaHMaM
LMTOBUAHON XKene3bl: AndPy3HbIM 306 y 6paTa NauUeHTKH;
MEHapXe Y *KeHLIMH B cembe B 11—-12 neT. U3MeHeHMEe HapyK-
HbIX MOMIOBbIX OPraHOB MaTb AEBOYKM 3aMeTUIa C POXKAEHMS.
TonbKko B HOsGpe 2015 1. (B BO3pacTe 2-x NIEeT) Ha MeaMLMH-
CKOM OCMOTpE Y r'MHEeKofora AaHo HamnpaB/ieHUe K SHAOKPU-
Hofory, HO obpalleHuss K Bpayy He 6bino. BecHon 2016 T.
nosiBUIOCb OBONIOCEHME Ha NobKe. O6paTUINCh K TMHEKOOTY
NOBTOPHO. BblNKM NpoBeaeHbl MccnefoBaHWs U OBGHaPYKEHO
nosbllleHne 17-OH-nporectepoHa, KOCTHbIM BO3PACT OT UIOHSA
2016 r. cooTBeTcTBOBaN 6-7 rogaMm (Ha TOT MOMEHT one-
pexeHne nacrnoptHoro Bo3pacTta Ha 3—-4 roga). Ansa 6onee
TOYHOW BepudPUKaLMM OvarHo3a nauMeHTKa Oblia Hanpas-
neHa B b N2 1. Npun o6cnegoBaHMm BbiSIBAIEHO MOBbIWEHNE
17-OH-nporectepoHa, CHUXKEH KOPTMU30/1, NOBbLILLEH TECTOCTE-
poH. HasHa4veHa Tepanus ruagpokoptndoHom 08:00-15:00-
22:00 no 2,5 Mr. Y 3HAOKpMHOIOra Habnaanucb NOCTOSHHO,
17-OH-nporecTepoH U KOCTHbIM BO3pacT Mo MECTY XWUTesb-
CTBa He uccnegosanu. B ceHTabpe 2017 r. npoBeaeHa onepa-
LMS — NAacTMKa HapyKHbIX NONOBbLIX OPraHoB.

MaTb AeBOYKM OTMEYaET, YTo € cepeanHbl 2017 r. 3ameT-
HO YBENMYMAUCL MOJIOYHbIE XKenesbl. MocnegHsas rocnuTa-
nn3aumna Ao HacTosllero MomMeHTa 6bina B uioHe 2018 T.
C *anob6amu Ha yBenM4eHMe MOJSIOYHbIX KeNes, 0BOSIOCEHNE
Ha no6Ke. MNauuneHTKa 6blla NOBTOPHO 06¢cnefoBaHa, BbisiB-
NleHo: yBenunyeHne ONNNKYNOCTUMYINPYIOWEr0 ropMoHa
(PCr), nioTenHn3unpytoLero ropmoHa (1N, actpagmona; Y3U
opraHoB manoro Tasa (Y3 OMT) — reHuTanum Ha Bo3pacTt
7 net (Ha TOT MOMEHT NacnopTHbIM BO3PacT 5 SIET); KOCTHbIN
BO3pacT Ha 12-15 neT; npoBeaeHue npobbl ¢ AudepennHom
0,1 Mr — Bbl6poc 6onee 10 Hr /N cBUAETENLCTBYET 06 UCTUH-
HOM MpeXaeBPEMEHHOM MOJI0OBOM Pa3BWTWM; MOBbIWEHUE
17-OH-nporectepoHa. Peb6eHKy 6bli1 Ha3Ha4YeH TPUNTOPEUH
B no3e 11,25 mr 8/m 1 pa3 B 3 Mec, CKOppPEeKTMpoBaHa Ao3a
rMapoKoptTM3oHa ao 12,5 mr/cyr. Co cnoB matepu, npuem
npenapaToB He MPOMNYCKaloT; TaKXKe 0TMeYaeT B6bICTPYHO Npu-
6aBKy B pocTe 1 macce Tena (3a nocnegHve 6 mec npubasu-
na 7,5 cm B pocte, 10 Kr B Macce Tena). B okta6pe 2018 .
pebeHOK N0 MeaMKOo-CaHUTapHoM aKkcnepTnie (MCI) BHeceH
B KaTeroputo pe6eHoK-MHBaNMA CPOKOM Ha roa.

MocnenHsas rocnutanu3auus B AHBape 2019 r. [lpwu
06beKTMBHOM ocmoTpe pocT — 123,5 cm (110 cm), mac-
ca — 29,2 kr (23,0 kr), SDS poctra = 2,6, SDS mac-
cbl = 2,03. du3nyeckoe pa3BUTUE NALMEHTKU OLIEHMBAETCA

KaK BbICOKOE, rapMOHMYHOE (BbICOKOPOCIOCTb, OMMPEHUE
2-i cTeneHu). TenocnoxeHne GeMmHHoe, MOAKOKHO-KUPO-
Bas KieTyaTKa pas3BWTa M36bLITOYHO, pacnpegeneHa npe-
MMYLLECTBEHHO MO a6AoMMHaNbHOMY Tvny. MNonoBble opraHbl
cPOpMMpPOBaHbI MO KEHCKOMY TUMY, MPaBUAbHO (NOocae nna-
CTUKM HapyXHbiX reHutanum). Nonosoe passutne Ax — 1,
P — 2, Ma — 3, Me — HeT. B peaynbratax aHann3a obpalia-
0T Ha ce6s BHMMaHWE MoKa3aTenn ropMOHanbHOro Mcche-
noBaHus o1 31.01.19: 17-OH-nporectepoH — 279 HMONb/N
(0,24-7,82); AKTI — 81 nr/mn (MeHee 46); peHnH — 47,2
MKMEa/mn (2,8-46,1); KopTtuson Kposu 08:00-39,3
HMoNb/N (150-660), 16:00-137,4 Hmonb/n (150-660);
nponaktuH — 618MME/n (105-660), dCI' — 1,2 MKME/n
(1,0-4,2); nr — 1,4 mME/n (0,3-1,0); TectocTepoH —
0,02 Humonb/n (0,1-0,35); actpagnon — 0,05 HMONb/N
(0-0,029); TvpeonaHbin ctatyc (TTl, cB.T4) — 6€3 nartoso-
rMn. PeHTreHorpadus KUCTEN pyK M ny4e3anscTHbIX CYyCTaBOB
0T 29.01.19: KoCTHbIM BO3pacT cooTBeTcTBYeT 12—-15 rogam.
bes AMHaMUKU B CpaBHEHUU C PeHTreHorpadpuen oT MIoHSA
2018 r. Y3 OMT ot 01.01.2019: pa3mepbl 4 pa3BuTHe
reHUTaanm COOTBETCTBYIOT HOpMe Ha 9-10-neTHUi BO3-
pacT (Bo3pacT 5 net). Y3 OMT ot utoHsa 2018 r.: pa3mepsbl
W pasBUTME TEeHWUTaNUW COOTBETCTBYIOT HOpME Ha 7-NneT-
HUM Bo3pacT. Y3U mMonoyHbix xenes oT 29.01.19: Hannuune
YKENe3ncTon TKaHM yKa3blBaeT Ha OMeperKeHuWe MonoBoro
pa3BuTna. KoHcynbTauusa Bpava-reHetvka ot 11.02.19: no
aHaMHEeCTUMYECKMM AaHHbIM, 0GbEKTUBHOIO OCMOTPa M Napa-
KIMHWYECKMM AaHHbIM Y MaLMEHTKM COYETaHHas naTonorus:
aflpeHOoreHunTanbHblin CUHAPOM U cuHapoM (MNP (xpomocom-
HbIM aHann3 oT 10.10.2016-46XX, }KEHCKUN KapuoTun).

Ha ocHoBaHWW NpoBeaeHHOro o6¢cneaoBaHns 6bi ycTaB-
fleH auarHo3: BporkaeHHas AUMCOYHKLMS KOpbl Haamo4veu-
HWKOB, BUpunbHaa ¢opma. ConyrtcTBytowmnn anarHos: MIMP
LEHTPaNbHOro reHesa, No U30CEKCYyasbHOMY TUMY, HEMoHoe
(Tenapxe, nybapxe). OxkupeHue aK30reHHO-KOHCTUTYLIMOHA Tb-
Hoe 2-1 cTeneHun (SDS macchl: 2,03), HapylleHUe TonepaHT-
HOCTW K yrnesoaam. lMNauneHTka 6bina BbincaHa B yAOBAET-
BOPUTENIbHOM COCTOSIHUW. [lpoBedeHa KOoppeKuus Tepanuu
C y4eTOM MOJIyYEHHbIX 1abopaTopPHbIX AaHHbLIX: MOBbIWEHA
[03a npenapaTta rmapoKopTn3oH ¢ 12,5 mr/cytao 17,5 mr/cyr.
YBenuyeHa Ao3a npenaparta TPMMATOPENWH COracHoO Macce
Tena c 2,5 mr/mec go 3,75 mr/mec B/m 1 pa3 B 28 gHew. Ha
OCHOBaHWK NabopaTopHbIX AaHHbIX 1 0GBbEKTUBHOrO OCMOTPA
CKNladblBaeTcs BrnevyaTieHne, YTo MalMeHTKa HeperyaspHo
NPUHUMAET Ha3Ha4yeHHble npenapaTtbl, NO3TOMY C MaTepblo
pebeHKa 6blna npoBeAeHa pa3bsacHUTENbHasA 6eceaa.

O6ceyxpaeHue. BAKH — reHetuyeckoe, noTteHUManbHO
NneTanbHoe 3aboneBaHne, KOTOPoe UMEET HEeTKMIW AnarHoCTu-
YECKUI MapKep, M ONTUMaNbHbIM O6LWEMUPOBLIM METOAOM
€ro ANarHOCTUKM B HacTosIlLee BpeMs SBASETCS HeoHaTalb-
HblM CKPUHWHI. OH JaeT BO3MOMHOCTb BepudULMpoBaTb
OnarHo3 B paHHeM Bo3pacTe, HadHayuTb 3IT, 4yTo HeobXxo-
OWMO [ANS FTapMOHWMYHOINO CBOEBPEMEHHOr0 (GWU3MYECKOro
M NONOBOr0 PasBWTUS, U MO3BOSIET COXPaHUTb KayecTBO
KM3HM NaumeHToB. [JaHHble KNMHUYECKOro ciydyast NoKasbl-
BalOT Ba)KHOCTb CBOEBPEMEHHOrO BbISIBJAEHWUS W Tepanuu
BPOMAEHHON AUCPYHKLMU KOpbl HaanoyYe4yHWKoB. B cBA3M
C JOCTaTO4HO N034HMM Ha3HadyeHnem 3I T He yaanocb nsbe-
»KaTb NpOrpeccMpoBaHns 60M1e3HM B BUAE MACKYIMHU3aALNK
HapYXHbIX MNOMOBbLIX OPraHOB, PaHHEro nosBneHus nybapxe
W Tenapxe B Bo3pacTe 3 NeT, pe3Kon NnpubaBKKW B Macce Tena
0o 10 Kr n pocte ao 7,5 cm. 3aboneBaHne He 6b1/10 CKOMMNEH-
CMPOBaAHO B AOCTAaTOYHOM Mepe U3-3a HU3KOM MPUBEPIKEH-
HOCTM MaTepu NaUMEHTKM K neveHuto. MHOrodpakTopHOCTb
naTosioruu TpebyeT BeaeHus pebeHKa cneumanmcTtamum pas-
HbIX Mpodunen: neguaTpom, 3HAOKPUHOJSIOMOM, YPOSIOroMm-
aHAPOOroM, TMHEKONOrOM, NMCUXOOrOM.
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BBepeHue. [OMOUMCTUHYPUA — HacneAcTBEHHOE ayTo-
COMHO-peLieccMBHOe 3aboneBaHne M3 rpynnbl aMUHOALM-
gonatun, o6ycnoBfieHHOEe MyTauMsiMKU FeHa, KOAMPYHOLWEro
depmMeHT uuMcTaTMOHCHHTa3a. BcneactBve HegocTaToO4vHO-
CTW LMCTaTMOHCMHTa3bl HapywaeTca UMK npeobpa3oBaHus
METMOHWHa. B pesynbraTte noBbllWaeTcs ypoBeHb METUOHMHA
M FOMOLMCTEMHA B CbIBOPOTKE KPOBW, MOSIBASETCA FOMO-
LUMCTUH B KPOBM, KOTOPbIM 06GpasyeT HEKPOTUYECKU aere-
HepaTMBHbIE Y4YacTKM B MOYKax, CeneseHke, CAU3MUCTbIX
060/104Kax, NOBpEeX4as COCYAUCTYIO CTEHKY WU CTUMYIUpPYs
Tpom6oo6pa3oBaHue. TakKKe U3MEHSAETCS 0OOMEH COeauHU-
TENIbHOW TKaHM.

Pasnuyaor B6-3aBUcMMY0O 1 B6G-pe3ucteHTHyo ¢op-
Mbl 3aboneBaHusl. B KaMHMYEeCKoM KapTuHe npeobnajga-
10T YMCTBEHHas OTCTanoCTb ¢ GpOPMUPOBAHMEM O4YaroBOWM
HEBPONOrMYECKON CUMMNTOMATUKK, IKTOMUA XpyCcTanuka,
CKeneTHble gedopmaumm, TPOMOBOIMOBONNK U KapaMOBaCKy-
NipHaa NaToNorus, XapaKTepHbl Takxe GeHOTUNUYecKue
0COBEHHOCTH, T.K. AaHHble NaLMeHTbl 4acTo HabnatoaalTcs
C Aucnnasven coeguHuTeNbHOW TKaHu. [na 3aboneBaHus
XapaKTepHbl NOIMMOPOU3M U NPOrPeANEeHTHOCTb TEYEHHS.

AKTyasbHOCTb T€MbI CBfi3aHa C TeM, Y4TO AaHHOe 3a60-
neBaHMe Heobxo4MMO MPaBUIbHO U CBOEBPEMEHHO AMarHo-
CTUPOBAaThb, T.K. FOMOLMCTUHYPUS OTHOCUTCS K XKU3HEYrpPoXKa-
oMM, PEeAKMM 3a60/1eBaHUSAM, NPUBOASALLUM K MHBANULHOCTH
N COKPALLEHWIO MPOLOSIKUTENBHOCTHU KUSHMU.

KnuHuyeckun cayvan. MaymeHt M., 13 net. ¥anobbl
Ha rO/IOBOKPYKEHME, FONOBHYIO 60/b, WATKOCTb MOXOAKM,
Kocornasue, NnoBejeHYecKme HapyLeHus.

Peb6eHoK 0T 1-11 6epeMeHHOCTH, 1-X poaoB. bepeMeHHOCTb
npoteKkana Ha @oHe aHeMWKu, HENPOLMPKYISPHON AUCTO-
HUW, C Yyrpo3om npepbiBaHna B 20—22 Hepd. [JOHOLWEHHbIN,
npu poxaeHun macca Tena 3600 r, anvHa Tena 54 cwm,
no wkane APGAR — 8/9 6annos. [lo 3 neT poc 1 pa3Bu-
Basncs HopManbHO. C 3 neT 3agepKKa peyeBoro pasBuTHS.
MpodurnakTnyeckmne NpnMBMBKK MO BO3PACTy. TenocnoxeHune
MapdaHonogobHoe. ACTeHMYECKas KOHCTUTYLIUS.

B 5 net y pebeHKka NosiBUIUCH Kanobbl Ha HapylleHne
3pEHNS (CHUXKEHME OCTPOTbl 3peHns ao —15 auonTpuin),
BbIIBUIN MUKpochepodakuio obomx rnas. posBoananchb
HeOoHOKpaTHble onepaTuBHble BMmewaTenbctBa B HMUL,
rnasHbix 60ne3Hen um. fenbmronbua. 27.08.2019 Haxoauncsa
Ha NJ1aHOBOM rocnuTanu3aLmmn B otaeneHnn odTanbMonormm
MOpO30BCKOM AETCKON rOPOACKON KIIMHWUYECKOW BONbHULbI
4N NpoBedeHUs OnepaTUBHOrO JIeYeHUs 3KCMnaHTauuu
WHTPaoKynapHbIXx nMH3 (MOJ1) ¢ neBOW CTOPOHLI, nepea-
Hen BUTpaKkTomun. 09.09.2019 nosaBuINCL CUbHAsA rON0B-
Has 60/b, FONIOBOKPYXKEHME, WATKOCTb NOX0AKM. OCMOTpPEH
HEBPOJIOrOM: COCTOSIHWE TAXENoe, Kocornasune cxogsiieecs
OU, aBuMKeHus rnasHblX 610K OrpaHuW4YeHbl, AUM3apTpus.
Mpo6a bappe nonoxutenbHasa cnpasa, B NpaBoWn pyke cuia
CHUXeHa go 3 6annos, B NpaBov Hore — Ao 4 6Gannos.
3anoo3peHo 0CTPOE HapyLeHMe MO3roBOro Kposoobpalle-
HUS B 6accenHe N1eBor CNMHHOMO3rOBOW apTepUn.

Ha MPT 6bin1 BbiiBNEHbI CTPYKTYPHbIE UBMEHEHNS NEBO-
ro MOMepeyHoOro U NPOoAO0SIbHOrO CUHYCOB, 06YCNOBMIEHHbIE
TPOMGO30M, M pacliMpeHre NPaBoro NONepeyHoro CuHyca.

BeHO3HbIN MHDapKT Mo3ra. Ha Koarynorpamme — noBblLle-
HUE YPOBHSA roMmoumcTemHa o 128,32 MKMOnb /1.

Pe6eHoK 6bin nepeBeaeH B OPUT, HayaTa renapuHoTepa-
nusa 18 Eg/Kr. Ana UCKI0OYEeHUs BocnanmuTelbHOro npouecca
LIEHTpanbHOM HEPBHOW CUCTEMbI MPOBOAMNACH NtoMbBanbHas
NMYHKLXS, HO NatosiorMm He 6bIN0 BbiIBNEHO. Ha cneaytoLmi
JeHb Obll OTMEYEH reHepann3oBaHHbIN TOHMKO-KIOHMYe-
CKWIW CYLOPOXHbIA MPUCTYMN, KYNMpoBaH BBEAEHWEM pena-
Huyma. Ha KT ronoBHOro Mmosra KapTnHa Tpom603a npaBoro
nonepeyvyHoro, CUrMOBUAHOIO CMHYCOB, NPaBOW BHYTPEHHEN
SIPEMHOM BEHbI, CarnTTanbHOro CUHyca C pacnpocTpaHeHWeM
Ha MOBEPXHOCTHble BeHbl. [10 AaHHbIM TaHAEMHOW Macc-
CMEKTPOMETPMUMU METUOHUH B Npeaenax HopMbl.

Y pebeHKa ycTaHoBNeH AuarHosd: TpoM603 BEHO3HbIX
CMHYCOB TFO/IOBHOIMO MO3ra (caruMTTanbHOro Ha BCEM Mpo-
TAXKEHWUK, NONEPEYHOro U CUrMOBMAHOrO crnpasa). TpoM603
BHYTPEHHEW MNpaBOW APEMHON BeHbl. BEHO3HbIM WMHbaAPKT
Mogra. Tetpanape3 D>S. OU. Cxoasilieecs CoapyHecTBeH-
HOe anbTepHUpYtoLLEEe NOCTOSSHHOE BTOPUYHOE KOCOrnasue.
OD Cy6ntokcauusa MOJ1. OU Aptudakus.

Hayata HuM3Ko6enkoBas pAueTa, MNPOTUBOCYAOPOXK-
Hasa Tepanusa — neBeTupaueTam 10 Mr/Kr 2 pasa B CYTKM
B,/B KanesibHO, BUTaMnHoTepanus — ButamuvH B6 200 mr B/B.

17.09.2019 nepeBedeH B OTAENEHWE TremaTonoruu
ONS NPoAo/MKeHUs o6cnefoBaHUsa M Jied4eHuss Tpom6030B.
Ha ¢oHe npoBoaMmon Tepanuu oTMeyanacb MOMOXKWUTENb-
Has AMHAMUKa — CHWXeHune romouumctenHa 23.09.2019
no 23,77 mkmonb/n. Mo gaHHbIM MPT ronoBHoro mosra ot
28.09.2019 Habnoganach NONOXKUTENbHAA AMHAMWKA B BUae
perpecca paHee OMWCaHHOro CuHyc-Tpom603a. Ho coxpa-
HAMMCb dparmMeHTbl TPOMBOTUYECKMX Macc MO XOody BOBAe-
YEHHbIX CMHYCOB C MPU3HAKaMMW HapylleHWs KPOBOTOKa. Ha
KoaryfnorpaMmme roMOLUUCTENH CHU3mNCA 4o 15,8 MKMonb/ .

MpoBeaeHO MeanKo-reHeTUYeCKoe nccneaoBaHme, MoMCK
MyTaunn B reHe CBS Ha HacneacTBeHHble MeTabonnyeckne
3aboneBaHns, B pesynbTaTe KOTOPOro onpegeneHa Muc-
CEHC-3aMeHa B reTepo3UroTHOM COCTOSIHMM B 5-M 3K30HE
reHa CBS. [laHHas 3aMeHa onucaHa B MexayHapoaHou 6a3e
KaK natoreHHas. M Takxe HOHCEeHC-MyTaLmsa B reTepos3unroT-
HOM cocTosiHMKn B 14-m 3K30He reHa CBS. [laHHaa 3ameHa
He onucaHa B MeXayHapoaHOoM 6a3e no MyTauuam YyenoseKa
W He BCTpeYvaeTcsa B 340POBOM MONyAsLMK, NO AaHHbIM 6asbl
gnomAD. Ho, yunTbiBas TUN HYKIEOTUAHOW 3aMeHbl, BEPOAT-
HOCTb €€ MaTOreHHOCTH BeNrKa. Y poAHOM CeCcTpbl MalbynKa
TakKe Oblv BblBNEHbl NMOLOGHbIE MyTauuu M MOBbIWe-
HMe romouuncTerHa. [leBoyKe 6 neT, Xanob HeT, HayaTa
npodunakTnKa.

BbinucaH 13 ctaumoHapa 04.10.2019. loma npogonxan
NPUHUMaTb aHTUMKOArylasHTHYO Tepanuio AanbTenapuHoMm
HaTtpua 7500 EJl 2 p/Aa n/K, HU3KOGeNKOBas aneTa, BUTaMuH
B12 B/M 1 p/Hen 100 mkr, Butamunu B6 250 mr 2 p/a, ponu-
eBas Kucnota 5 mMr 2 p/a, NpoTMBOCYAOPOXKHYIO Tepanuio —
nesetupauymTtam no 500 mr 2 p/a.

MoBTOpHO rocnutanuauMposaH ¢ 05.02.2020 no
12.02.2020 B remaTto/iorM4yeckoe oTaeneHme ¢ Lenbio 4onon-
HUTENbHOro 06CcNefoBaHMNSA U OLLEHKN 3DDEKTUBHOCTHU Tepa-
nuun. Tpun NOCTynIEHNN }Kanobbl Ha 60U B HUKHKUX OTAenax
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MACKMI NeauaTpUUYEcKuin XKypHan.
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Short Report

KpaTtkue coobuieHus

rPyAHOro otaena no3BOHOYHWKa cneBa. Ha peHTreHorpadum
KapTMHa MHOXECTBEHHbIX KOMMPECCUOHHbIX WM3MEHEHUN
2-3-11 cTENEHU NO3BOHKOB FPYAHOro M MOSICHWUYHOrO OTae-
0B Ha poHe ocTeonoposa. NNpaBoOCTOPOHHUI CKONMO3 rpya-
HOro oTaena MO3BOHOYHWKA 1-M cTeneHu. JIeBOCTOPOHHUM
CKOJIMO3 MNOSICHUYHOro otgena 1-n cteneHu, rmnepnopnos.
Mpn obcnenoBaHWU TakKe Oblfla BbliBieHa TMNEpPromo-
umMcrenHemns o 57,7 MKmonb/n. CKOppeKTUpoBaHa Aaue-
Ta — HW3KOGenkKoBas AMeTa C WCKIOYEHWEM MPOAYKTOB
C BbICOKMM cofepxaHueM METMOHMHA, NPOAO/IKEHa paHee

Ha3Ha4YyeHHas BUTaMUHOTEpPanus, a TakXe Npuem nesetnpa-
umtama no 500 mr 2 p/a BHYTpb, 6aknodeH no 25 mr 2 p/a
BHYTPb, HUMecynua 100 mr 2 p/4 BHYTPb npu 6019X.

3akntouyeHue. [JaHHas KiMHU4YecKasa paboTa HaueneHa
Ha WANOCTPALIMIO CMIOXKHOCTM MOCTAHOBKM K/lacCUMYEeCKOoWM
rOMOLMCTUHYpUKU. Heobxoammo Bcerga Aep»katb 3TOT Aua-
rHO3 B AMana3oHe Bbl6opa Npu JaHHbIX KIMHUYECKMX MPO-
SIBNIEHUSAX, T.K. CBOEBPEMEHHAA AMArHOCTMKa WM NpPaBWIbHO
HayaToe /sieyeHrne MO3BONSAT NPeaoTBpaTUTL JanbHelee
yXyAleHWe COCTOSHMSA NaLneHTa.



XpoHonorua U TemaTtuka ¢opymoB
Colo3a neguaTtpoB Poccum

[0 Cwbeszabl neanatpos (Poccunckon nmnepuu,
COBETCKOW 1 coBpeMeHHON Poccun)

[0 KoHrpecchbl, KoHbepeHLnn, accambnen
W apyrnve MeponpusTus

lfop MecTto
TemaTuka meponpuaTua
npoBeAeHus M aaTta npoBeAeHuUsa
| BcepocCUMMCKMM cbe3a AETCKMX Bpadven. TemaTuKa: nonevyeHwe o AeTsax

1912 rpyaHoro Bo3pacta B Poccuu; AMeTnyecKoe evyeHne paccTporucTB NMUTaHus B MeTepbypr,
rpyaHOM BO3pacTe; 3HavYeHue TYOepKyIuHa Ans pacno3HaBaHusa TybepKkyne-| 27-31 gekabpsa 1912 r.
3ay aeTten u ap.

Il Bcepoccnnckmun cbesn OETCKUX Bpadyen cOBMECTHO co |l Bcepoccunckum

1923 NPOTMBOTYOEPKYNESHbIM Cbe3A0M. TeMaTuKa: opraHn3saLns 60pbbbl ¢ Ty6ep- MockBa,
Kyne3oMm Yy AeTen; BAUSHWE rofioga Ha AETCKUA OpraHu3Mm, ero pusnyeckoe | 27 mas — 2 utoHa 1923 r.
pa3BUTUE, Ha TEHEHNE MHDEKLIMOHHbIX 3a60neBaHUi
Il Bcecoto3dHbl cbel3 AETCKMX Bpavyen. TemaTuka: natoreHe3 paccTpomncTB

1925 NMUTaHUS y FPYAHbIX AETEN; KOHCTUTYLIMOHAbHbIE HAPYLLIEHUS y ileTeN; 6opbba JleHunHrpag,

C IMIUCTHbIMU MHBA3WUSMM; AEATENBHOCTb KOHCY/bTaLM OXpaHbl MaTepUHCTBA 3-10 nioHsa 1925 1.
W MNnageH4yecTBa

IV cbe3pn AeTCKux Bpayen: co3gaHne Bececoto3Horo obuiectBa AETCKUX Bpa-

4yen, KoopAMHaLMA AeATeNbHOCTM M 3ajadvu HayyHblx O6LLECTB MeanaTpos, MoCKBa

1927 METOAMKa paLMOHaNbHOro BCKapMAMBaHWUA pebeHKa, BOMPOCbl aKTUBHOM ’

A pv 4 P P P 30 mas — 4 nioHs 1927 1.
M MacCUMBHOM MMMYHM3aLMKN NPU ANDTEPUM, KOPU, CKapaTUHE, SHAOKPUHHASA
natosiorns u ap.

1933 Hapkom3aapaB PCPCP ytBepaunn YctaB u coctaB lNpaBneHus O6liecTBa AeT- MockBa,
cKux Bpayen PCOCP. CozgaHme O6wectBa ageTcKkux Bpaven PCOCP 26 AHBapsa 1933 1.
Bcepoccuiickas KoHdepeHLMa NETCKMX Bpaven. TematuKka: 6opbba c Keny- MockBa,
[I04HO-KULIEYHBIMU MHPEKLMAMU B AETCKOM BO3pacTe 6-8 anpensa 1934 r.

1934
MneHym MNpaBneHua O6ulecTBa AeTckux Bpaden PCPCP: otyeT o paboTte MockBa,

M nnaH Ha 1935 . 9 nekabps 1934 r.
V BcecolosHbln cbe3a neanaTpoB: NPUHATUE Pe30/oLMn Mo 0POPMIIEHUIO
O6liecTBa AETCKUX Bpavyen BO BCEX COK3HbIX pecnybimkax no tuny O6uie-

1935 cTBa AeTckux Bpaven B PCPCP, opraHusaumsa AETCKOro 3apaBoOXpaHeHuUs, JleHuHrpag,
[IETCKOr0 MUTaHWA, CTPOUTENLCTBA ACNEN, AETCKUX BONbHML,, BONPOCHI NaTo- 5-10 ntoHa 1935 .
reHe3a pacCTPOMCTB MnulieBapeHus, 6opbba C AETCKUMU UMHDEKLUUAMMU,

Ty6epKynesom 1 ap.
CnusHne O6uiectBa aetckux Bpaven PCPHPCP ¢ Bcecoto3HbiM O6LecTBOM

1940 [eTCKMX Bpayven. Ho daktnyeckun lNpaBneHne Bcepoccuiickoro obuiectsa MockBa,
[IETCKMX BPayen BbIMONHANO0 06593aHHOCTM BececotodHoro MNpaBneHuns B Teve- 1 auBaps 1940 r.
Hue Bennkon OTe4YecTBEHHOM BOWHbI M A0 1947 T.

VI Bcecolo3Hbl cbe3a AETCKUX Bpayen, nocBsuleHHbin 100-neTuo co aHsa
poxaeHua H.®. dunatoBa. TemaTuKa: oT4yeT 0 AeATenbHocTM O6LLECTBA

1947 B roabl Bennkon OTe4ecTBEHHOW BOMHbI, MPUHATUE PE3OJIIOLMKU MO aKTyaslb- MockBa,

HbIM TeMam neguaTpumn (6opbba ¢ paHHEW AETCKOW CMEPTHOCTbLIO, MHEBMO-| 26 maa — 1 uioHa 1947 r.
HWK, CENTUKO-TOKCUYECKMNE COCTOSHNS, PACCTPOMCTBA MUTAHWUS, PaxuT, Ty6ep-

Kynes u ap.)

| Bcepoccumnckasa KoHbepeHLMa AETCKUX Bpayen: 06CyxaeHne ABYX aKTyallb- MocKBa,

HbIX MPO6GJIEM — MHEBMOHUMK Y IeTEN U aHTUOUOTUKOTEPANUS 22-24 dpeBpang 1957 .

1957 VIl Bcecoto3Hbiv Cbe3/ AETCKUX Bpavyen: pe30/oLms No OpraHn3aunmn neyeo- JleHMtEpan
HO-MPODUNAKTUYECKON MOMOLLM [AETAM, PaLMOHaNIbHOMY BCKapMAMBaHMIO 28 MioHs — 3 VI}YOJ'IH
[leTeN paHHero Bo3pacTa, Tepanuv NoJAMOMMUENUTa U APYTUX AETCKUX MHODEK- 1957 &

LMK, NaTON0rMM GPOHXONEFOYHON CUCTEMBI U KENYA0YHO-KMLLEYHOrO TpaKTa ’
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Undopmauusa Coro3za neguatpos Poccumn

loa MecTo
TemaTuka meponpuaTus
npoBeAeHUsA W AaTa NnpoBeAEeHuUsA
| Pecny6/nKaHCKMIM cbe3f AETCKUX Bpadven: obCyxaeHne npobnem pesma- Mockga
1959 TU3ma, Ty6epKynesa y AeTen, NnaToormm HOBOPOKAEHHbIX, YyYLEHNUS Mean- ’
yoepkynesay i POXA yny A1 1419 pexa6ps 1959 .
LIMHCKOro 06CNy}KMBaHUS AETCKOrO HaceneHuns
Il Bcepoccuickas KOHbepeHLUs AETCKUX Bpayen: oTHeT o paboTe O6LiecTBa T
3a 1960/61 r., opraHu3aunsg Hay4Hon paboTbl, MOMOLLb OpraHam 31paBoOX- '
/ P LA HayaHON b ol A 29-31 aHBaps 1962 .
paHeHusa v ap.
1962 VIl BcecotosHbiv Cbes[ AETCKMX Bpaden. TeMaTtnKa: 3aja4m Mo CHUXKEHWIO Nepu-
HaTanbHOW U paHHEW AETCKOM CMEPTHOCTU, U3YHEHWUIO BAUSHUS MEANKaMEHTOB Knes
Ha BHYTPUYTPOOHOE pa3BuTME Mnaoda, NpodUIaKTMKa aHTeHaTabHOM NaTono- 26-30 Mioks: Y1962 .
rMK, Tepanus reMoIMTUY4ECKON 60NE3HN HOBOPOXKAEHHbIX, NEPCMNEKTUBLI IMKBU- ’
Oauun MaccoBblX MHOEKLIMOHHBIX 3a60NeBaHUN Y AeTEN U ap.
Il BcepoccuCKui cbe3n AeTCKUX Bpadyen. TemaTuka: 06CyKaeHne nevYeHns TeHMHrpan
1964 M NPpoPUNaKTUKK paxuTa, HedponaTun, Mep MO CHUKEHUIO YPOBHS AETCKUX ’
podw: P p P YPOBHA A 19-24 okTs6ps 1964 r.
WMHbEKL MK, BONPOCOB BaKLMHALMK U Ap.
1967 IX Bcecol3Hbl cbe3a AETCKMX Bpadven. TemaTuKa: 3HayeHue annepruu Téunucw,
B MaTosIOrnun eTCTBa, pecrnupaTopHble BUPYCHbIE MHOEKLMUK Y AeTEN 17-21 anpens 1967 r.
1969 Il Bcepoccuickui cbesp AeTCKUMX Bpayen. TemaTuKa: pasButue cneuunanu- Mockga,
3MPOBAHHOM NeanaTpPUYECKOM NOMOLLN 27-31 aHBapsa 1969 r.
IV BcepocCUMCKMIM cbes3q AETCKMX Bpadyen. TemaTMKa: COBEPLIEHCTBOBaHME Capatos
1973 opraHusauum ambynaTopHO-MOANKINHUYECKON NOMOLLM AETAM, AWArHOCTUKA ’
P H y P - wna A 21-24 Hoa6pa 1973 1.
W NevyeHne NaTonormm noyekK, 3aboneBaHin KPoBKU U Ap.
X Bcecolo3HbIn cbe3a AETCKUX Bpaden. TemaTuKa: oxpaHa 340p0Bbs MaTepH, MocKBa
1974 niaofja U HOBOPOXAEHHOTO, AByX3TarnHas CUCTEMa BbIXaXXMBaHUA HELOHO- ’
& POMA ABY ! A 2226 oKTAGPS 1974 T.
LUEHHbIX, Pa3BUTUE MEANKO-FEHETUHECKON CYXKG6bl B Neanatpuun 1 ap.
V BcepoccuMnCKui cbesa AETCKUX Bpayen. TemaTuKa: NepcrneKkTuBbl pa3Bu il
1977 . _ : 30 Hos1I6psA — 2 AeKabps
TWS CTaLMOHaPHOM cneunann3vpoBaHHOM NOMOLLM AETAM U Ap. 1977 r
VI BcepoccurUCKUM Ccbel3q OETCKUX Bpaden. TemaTuKa: oxpaHa 340pOBbS
1981 LUKONbHMKOB, AMCNaHcepu3auns, BHeApeHUEe 3HAOCKOMUYECKUX METOAOB [opbKui,
nccnenoBaHus, nevyeHne n npodunakTuka 3aboneBaHMn opraHoB nuuieBa-| 15-17 gexkabps 1981 .
peHus y aeTen u ap.
X| Bcecoto3Hbi cbe3a AETCKMX Bpayen. TeMaTuKa: pacluMpeHne cetm Meau-
KO-Fe€HETUYECKMUX KOHCYNbTaLMI, cneLmann3mpoBaHHbIX POAAOMOB C OTAENE-
HUSIMWU AN HOBOPOXKAEHHbIX M BbIXaXKMBaHUS HELOHOLEHHbIX, BHEAPEHUE MoCKBa
CKPUHUHI-TECTOB, CO3aHne NPodUNaKTUHECKUX OTAENEHUIN B AETCKUX MNOU- ’
1982 P A 1) A A 30 HoA6ps — 3 nekabps
KJIMHWKaX, COBEPLEHCTBOBAHME CUCTEMbI 0340POBAEHUS YacTO GONEOLWNX 1982 1
[eTen NyTeM opraHusaluu fcnen-cagoB cCaHaTOPHOro Tuna, pa3BuTue cetu ’
KabUHETOB MMMYHOMPOODUNAKTUKKU, U3YyHEHUE aNepruyecKor MaTonoruu,
UMMYHOJIOTUHECKUX HApYLLEHWI Y ETEN U Ap.
VIl BcepoccuincKkumn cbesn AeTCKUX Bpayen. TemaTuKa: CoBepLIEHCTBOBaHWE
1987 avcnaHcepusalmmn getckoro Hacenenua PCOCP, BbigeneHue rpymnn pucka no MIBaHOBO,
Pa3NMYHbIM MATONOMMYECKMM COCTOSIHUSAM, Hay4YHOe o060CHOBaHWe npodu- 29-30 uioHa 1987 r.
JTAaKTUYECKUX MEPONPUATUNI
XII Bcecoto3HbIn cbesd AETCKMX Bpayen. TemaTuKa: nepecTponKka AeTCKOro
3[4paBOOXpPaHEHWs, MOKa3aTeNn 3[0POBbS AETEW, MIafeHYecKas CmepT- MocKBa
1988 HOCTb U AnddepeHLMPOBaHHbIE MYTU €€ CHUKEHWS NO TEPPUTOPUAM C €€ pPas- 6-8 feKatps i988 .
INYHBIM  ypoBHeM; nporpamma CoBeTcKoro jaetckoro ¢oHaa ’
M. B.W. JleHnHa no okasaHWo NOMOLLM AETAM U Ap.
| BcepoccHcKMin cbes3q aKyllepoB-rMHEKONOroB 1 neanaTpoB: Npo6aemsl YensiGuHCK
1992 nepuHaTonoruu, BansHue GapmakoTepanum Matepu Ha nioj, poaoBble TpaB- '
P ¢v P P P A, PoA P 9-11 ceHTA6pA 1992 1.
Mbl, NpoduNaKTUKa AETCKON MHBANUAHOCTU U 4.
1994 Poccuiickaa accambnes «OxpaHa 300p0OBbs MaTepU U pebeHKa OO,
« »
P P puup 25-26 sHBaps 1994 .




loa MecTo
TemaTuKa meponpuaTus
npoBeAeHus M AaTta NnpoBeAeHuUsA
YupeauTenbHas KoHdepeHuns Coto3a neagnatpoB Poccuu e
= pehu AU 27 aHBaps 1994 1.
1994
[MpakTnyeckas KoHPepeHUns «JOCTUIKEHUS OTEYECTBEHHOM racTPO3IHTEPO- HuxHu HoBropog,
JIOTUK B AMArHOCTUKE W Tepanum OpraHoB NULLLEBapPEHNUS y AeTen» 14-16 nioHa 1994 r.
1995 | KoHrpecc neguatpoB Poccumn «<HoBble TEXHONOMMK B neanaTpum» IR
P Anatp A 19-21 anpensi 1995 .
Il KoHrpecc neanatpoB Poccun «bone3Hn opraHoB NulEBapeHUs y AeTEN. HuHu HoBropog,
1996
[MTaHne 340pOBOro M 60/1bHOr0 pebeHKa» 28-30 masg 1996 1.
Il HaumoHanbHas accambies «<OxpaHa 340p0BbS Matepu U pebeHKar: oxpaHa MockBa,
1997
PENPOAYKTUBHOIO 3J0POBbS HAaCeNEeHUS 18-20 dpeBpana 1997 r.
VIII* (XII**) Cbedn neamaTpoB Poccum «CoBpeMeHHble Npo6aeMbl neauaTpum» AL
24-26 depana 1998 1.
1998 Il KoHrpecc neamnatpoB Poccun «3KONOrMYecKne U rurmeHmyeckme npobne- MockBa,
Mbl neguaTpun» 27-28 oKTA6psA 1998 .
IV KoHrpecc neamnatpoB Poccun «OxpaHa MCUXMYECKOrO 340POBbSA AETEW MockBa,
M NOAPOCTKOB» 17-18 HoA6pa 1998 .
V KoHrpecc negnatpos Poccum «300poBbiv pebeHoK ML)
P AvaTp Aop P 16-18 deBpans 1999 r.
Hay4yHo-npaKTnyeckaa KoHdepeHuunsa «<bonesHn opraHoB AblXxaHUs y AeTen: MockBa,
1999
OWarHocTuKa, nevyeHune, npoduaakTuKkar 20-21 ceHTa6psa 1999 .
Bcepoccuickas HaydHo-npaKTuyeckas KoHpepeHuns «furneHa geten u nog- MockBa,
pocTKOB Ha nopore Il TeicaueneTns» 6-17 HOA6psA 1999 .
VI KoHrpecc negnatposB Poccum «HeoTnoXKHble COCTOSAHMSA Y AeTen BT
P (AT e 15-17 despans 2000 r.
2000
Hay4Ho-npakTnyeckas KoHdepeHuns neguaTpoB Poccun «dapmaKkoTepanus MockBa,
n papmaKoreHeTuKa B negmaTpum» 26-28 ceHTa6ps 2000 1.
IX (XIV) Cbesn neamatpoB Poccum «[leTckoe 3apaBooxpaHeHune Poccuu: cTpa- MockBa,
TEerusa pasBuTUg» 19-22 depans 2001 r.
2001
Hay4Ho-npakTnyeckas KoHdepeHuns neguaTpoB Poccun «dapmaKkoTepanus MockBa,
MHOEKLMOHHbIX 60N1IE3HEN Y IETEN» 9-10 okTa6pa 2001 1.
VIl KoHrpecc neanatpoB Poccun «[leTcKasi racTPOIHTEPOIOrns: HacTosilee MockBa,
n 6yayuiee» 12-14 peBpana 2002 .
2002
Hay4Ho-npakTnyeckas KoHdepeHuns neguaTpoB Poccun «dapmaKkoTepanus MockKBa,
annepruyeckmnx 6ones3Hen y getem» 24-25 ceHTa6pa 2002 .
VIl KoHrpecc negnatpoB Poccun «CoBpeMeHHbIe Mpo6aeMbl NPOPUIaKTm- MockBa,
YecKon neanaTpum» 18-21 deBpansg 2003 T.
Hay4Ho-npakTnyeckas KoHdpepeHLuus neagmaTpoB Poccumn «PapmakoTepa- MockBa,
2003
nus B Nneavatpum» 23-24 ceHTa6pa 2003 .
MexayHapoaHbin GopyM «[1eTu B Ype3Bbl4aWHbIX CUTYaLMAX MIEER)
bzl pel Ry P yau 14-16 oKTAGPA 2003 T.
2004 IX KoHrpecc negnatpoB Poccumn «AKTyanbHble Npob6aeMbl neguaTpum MISEREE,
P Anarp y P AR 10-12 despans 2004 .
* VIl — Bcepoccuinckui cbesna (otcHeT ¢ | PecnybnmMkaHcKkoro cbedga 1959 r.)

** Xl — Bcepoccuinckui cbesn (otcyet ¢ | Cbesaa 1912 r.)
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Undopmauusa Coro3za neguatpos Poccumn

loa MecTo
TemaTuka meponpuaTus
npoBeAeHuUsA U AaTa npoBeAeHuUsA
MexayHapoaHbl KoHrpecc «340poBbe, 06yvyeHuWe, BOCMUTaHUE [ETeN Mockga,
U MOJIOAEXKU» 12-14 maa 2004 r.
Hay4yHo-npaKTnyeckan KoHpepeHuusa negmatpoB Poccun «PapmakoTepanus MockBa,
2004
B rneauvaTpum» 28-29 ceHTs6ps 2004 r.
Hay4yHasi KoHdepeHLma «PernoHanbHble 0COGEHHOCTU COCTOSHUSA 340POBbS MockBa,
neten Poccumnr» 3—-4 nioHa 2004 .
X (XV) Cbesg negnatpos Poccum «[yTu noBbllweHns aPOEKTUBHOCTU Mean- Mockga,
LLMHCKOM NMOMOLLM AEeTAM»* 7-10 deBpansd 2005 .
2005
HayyHo-npakTuyeckas koHdepeHuuns neguatpoB Poccun «Papmakotepanus Mockga,
B neanaTpum» 3-4 oKkTa6ps 2005 T.
X KoHrpecc neanatpoB Poccuun «AKTyanbHble Npo6aemMbl neanaTtpum L]
P AL y P AT 6-9 deBpans 2006 .
2006
Hay4Ho-npakTnyeckas KoHdpepeHuns neguaTpoB Poccumn «dapmaKkoTepanus MockBa,
B neanaTpun» 18-19 ceHTa6pa 2006 .
XI KoHrpecc negunatpoB Poccuu «AKTyasnbHble Npo6aemMbl neanatpum LT
P Avarp y P Avarp 5-8 deBpans 2007 .
KoHdepeHuus «Ponb neguMaTpoB B peann3almy HaLMOHaNbHOro MnpoekTa
2007 «300poBber, NnocBslleHHas 80-netuio O6uiecTBa AeTCKUX Bpaden — Coto3a MIBRIER),
! 1 noHs 2007 T.
neguatpos Poccum
Hay4Ho-npakTnyeckas KoHdpepeHuns neguaTpoB Poccumn «dapmaKkoTepanus MockBa,
W AMEeTONOrMa B neguaTpumn» 17-18 okTA6psa 2007 T.
XIl KoHrpecc neagmnatpoB Poccuu «AKTyanbHble NPo6aeMbl neauaTpum Mocksa,
P AMaTP y P AanaTp 19-22 deBpansg 2008 r.
ExkaTepuH6ypr,
2008 | KoHrpecc negnatpoB Ypana «AKkTyanbHble Npo6aeMbl negnaTpun» 99_93 mas 2008 r.
Hay4Ho-npakTnyeckas KoHdepeHuns neguaTpoB Poccun «dapmaKkoTepanus MBaHoBO,
W AMEeToNorMa B neguatTpumn»* 16-17 ceHTa6ps 2008 T.
| O6leHaLoHanbHbIM Gopym BCcepocCUMMCKON NONUTUYECKON NapTun «Ean- MocKBa
P » P « N — - ¢
Has Poccus» n Coto3a neanatpoB Poccun «300poBbe AeTEN — OCHOBA 30 16 despans 2009 1.
pPOBbS HaLUK»
XVI Cbe3p neanatpoB Poccum «AKTyanbHble Npo6aeMbl neanaTpum IS
Sha e ¥ = AR 16-19 despanst 2009 .
2009 = - . N MockBa,
4-n EBponenckui KoHrpecc neanatpoB — |V Europaediatrics—2009 3-6 mions 2009 1.
XIII KoHrpecc neanatpoB Poccun «PapmaKkoTepanusa U AMEToNorus B neama- TomcK,
TpUm» 27-29 ceHTa6ps 2009 .
Hay4Ho-npakTnyeckas KoHbepeHuus neguaTpoB Poccun «AKTyanbHbIe NPo- Kanyra,
6neMbl neguaTpun» 10-11 Hos6psa 2009 .
Il O6uieHaumoHanbHbI GopyM BcepoccMMCKom NONUTUHECKON NnapTum «Eaun- Mockga
:zg;osgz:;lm Cotoza negnatpoB Poccum «3a0poBbe JeTeENn — OCHOBA 3[0- 14 eBpara 20101
2010 i
XIV KoHrpecc negmMatpoB Poccun ¢ MeXkayHapoAHbIM yHacTueM «AKTyasbHble MocKBa,
npo6nemMbl neguaTpun» 15-18 deBpans 2010 .

* MocKonbKy Coto3 negmatpoB Poccum cTan npaBonNpeeMHUKOM He TobKO Bcepoccuickoro, Ho U Bececoto3Horo O6uiecTs
[IETCKMUX Bpayen, NPUHATO pelleHne — OonpeaensTb TOJIbKO Homepa cbe3noB CIP Kak npoaomkeHue BcecotosHbix, 6€3
ay6nMpoBaHus MHGOpPMaL MM HOBENLLETO BPEMEHMU



loa
npoBeAeHus

TemaTuKka MeponpuaTus

PervoHanbHas Hay4HO-MpaKTMYecKas KoHdepeHLMs «AKTyasbHble Npobine-
Mbl NeanaTpum»

MecTo
U jaTta npoBeAeHUs

XaHTbl-MaHcuicK,
26-27 anpena 2010 r.

2010
Hay4Ho-npakTnyeckas KoHdepeHuns neguaTpoB Poccun «dapmaKkoTepanus CtaBponosib,
W AMEeTONOrMa B neanaTpum» 21-22 ceHTa6psa 2010 .
IIl O6LeHaLmMoHanbHbIM GopyM BcepoccUMCKoM NOANTUHECKON NapTum «Eau- Mockga
Has Poccusa» n Cotoda negnatposB Poccumn «300p0OBbe AeTe — OCHOBa 30- '
’ AvaTp «oAop A A 14 deBpang 2011 r.
poBbS HaLUW»
XV KoHrpecc neanatpoB Poccuun ¢ MeXAyHapoAHbIM y4acTUeMm «AKTyanbHble Mockga
npo6aemMbl NneguaTpum» ’
P A 14-17 pespans 2011 r.
e | DopyM AETCKMX MEAMLIMHCKMX cecTep
2011 Bcepoccuiickaa Hay4HO-MpaKTuyeckas KOHPEepeHUMs ¢ MexAyHapOAHbIM FAKYTCK,
y4yactnem «CoBpeMeHHbIe BOMPOChI NeanaTpum» 14-16 mapta 2011 .
16-n KoHrpecc EBponencKoro cot3a LWKOJIbHOW U YHUBEPCUTETCKOW Meau- MockBa,
LMHbI 1 3a0poBbsA «EUSUHM-2011» 9-10 ntoHa 2011 r.
PervoHanbHas Hay4yHoO-MpaKTnyeckas KoHbepeHUUsa «AKTyanbHble npobJie- BnaguBocTOK,
Mbl neauaTpum» 7-9 ceHTa6psa 2011 .
Hay4Ho-npaKTuyeckaa KoHpepeHuns negnaTpoB Poccum «PapmakoTepanus KasaHb,
W OUETONIOTUA B NeguaTpun» 20-22 ceHTs6ps 2011 1.
XVI KoHrpecc negnatpoB Poccun ¢ MeXAyHapOAHbIM y4acTueM «AKTyanb-
Hble Npo6aeMbl NnegnaTpum» MocKBa,
e | EBpasunnckui popym no peakum 601e3HIMm 24-27 deBpans 2012 r.
e || ®opym AETCKMX MEAULIMHCKUX cecTep
Il HI neanaTpoB n MEXAYH HbIM Y4acTUEM «AKTyaslbHbl
2012 |npotmows nemmn ¢ MEANAROATEN yraCTEN AT/ATEHEE | Ewarepmisypr
P A, 16-18 mas 2012 1.
e | DopyM AETCKMX MEAMLIMHCKMX cecTep Ypana
Bcepoccuiickaa Hay4HO-MpaKTuyeckas KOHPepeHUUs C MexAyHapOAHbIM
yyactnem «dapmaKkoTepanusa 1 AMETONIOTUS B MeAUATPUMN» KpacHospck,
e | POCCUMCKO-KUTaNCKNn GopyM aKcnepToB «BaKuuHonpodunaktuka nHeB- | 17-19 ceHtabps 2012 1.
MOKOKKOBOW MHOEKLMN — BKNa B pa3BUTME 340POBOI0 NOKONEHNS»
XVII Cbesa neanatpoB Poccun «AKTyanbHble NPo6aEMbI NegnaTpumn»
e | Bcepoccuinckasa KoHbepeHUns «<HeoTnoxXHasa AeTcKasa Xupyprusa U tTpas- Mockga
MaToNorUs» ’
arono o . 14-17 deBpansa 2013 .
e || EBpasunckuin Gopym no peaknum 601e3HIM
2013 e ||l dopym LEeTCKMUX MEeAULIMHCKUX cecTep
Bcepoccuinckaa Hay4yHO-NMpakTuyeckas KoHdpepeHuus «Dapmakorepanus
W AMEeTOoNOorns B neguaTpuu», nocesileHHaa 250-neTuo co3gaHus rocyaap- MocKBa,
CTBEHHOW CUCTEMbI OXpaHbl 340pP0BbS AeTer B Poccun v HayyHoro ueHTtpa| 27-29 ceHTabps 2013 T.
3a0poBbs aeter PAMH
XVII KoHrpecc negmatpoB Poccun ¢ MeXAyHapoAHbIM y4acTuem «AKTyaslb-
Hble NPo6aeMbl MeanaTpumn»
e || Bcepoccuinckast KoHbepeHLMa «HeoTnoxHasa AeTCKas XMpyprus u Tpas- MockBa,
MaTosiormsa» 13-15 deBpans 2014 .
2014 e ||| EBpa3uicKknin Gpopym No peaxkum 601e3Ham
e |V ®dopyM AETCKUX MEAULIMHCKUX cecTep
Hay4Ho-npakTnyeckas KoHdepeHuns neguaTpoB Poccun «dapmaKkoTepanus Benropog,
W AMEeTONOrMa B negnaTpum» 27-28 ceHTa6pa 2014 r.
XVIIl KoHrpecc negnatpos Poccuu ¢ MeXayHapoAHbIM yHacTUEM «AKTYaslbHble
npo6sieMbl NeanuaTpUm»:
e |[I| BcepoccuricKkas KOHpepeHuus «<HeoTnoxHaa aeTcKkas XmMpyprusa v Tpas- MocKBa
MaTonorms» ’
~ . 14-16 deBpang 2015 .
2015 e |V EBpa3unnckum Gopym no peaknm 6onesHam

e V ®dopyM AETCKMX MEAMULIMHCKUX cecTep
e VIl MexayHapoaHbI GOpyM AETCKUX XMPYProB ¢ MacTep-Kaaccamu

Hay4Ho-npaKTuyeckas KoHbepeHLusa neamaTpos Poccun «bapmaroTepa-
M1s U AUETONOrMa B neauaTpums

MpKyTCK,
7-9 ceHTs6psa 2015 1.
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Undopmauusa Coro3za neguatpos Poccumn

loa
npoBeAeHuUsA

TemaTuKa meponpuaTus

XIX KoHrpecc negnatpoB Poccuu ¢ MexayHapoaHbIM y4acTuem «AKTyasb-

Hble NPo6aeMbl NeguaTpum»

e |V BcepoccuicKkas KoHPEepPeEHUNS C MEXAYHAPOAHbIM yYyacTueM «<HeoToxK-
Has AeTcKas XMpyprus u TpaBmMaTonorus»

e \V EBpasunickuit Gopym no peLkum 601e3HAM

MecTo
WU faTa npoBeAeHuUs

Mocksa,
12-14 depang 2016 1.

2016 e V| Dopym AETCKUX MEAULIMHCKUX cecTep
e |X MexAayHapoaHbin GOpyM AETCKUX XMPYProB «AKTyasbHble Mpo6aembl
KOMIOMPOKTONOTUMN»
Hay4yHo-npaKTnyeckas KoHbepeHuus neamatpoB Poccun «Papmakotepa- Hw»xHnMi HoBropoga,
nus U IMEeTONOorns B neauatpun» 15-17 ceHT6psa 2016 T.
XVIII Cbe3n neanatpoB Poccuu ¢ MEXAYHAPOAHbIM yYacTUEM «AKTyasbHble
npo6aemMbl neguaTpum»
e VV BcepoccurcKas KoHQepeHLUs C MeXayHapoaHbIM yYacTMeM «<HeoTnoxHas leEe
fLeTcKas XVVIpprVMﬂ W TPaBMaTonorus» 17-19 despans 2017 r.
2017 e VI EBpasuiickmi Gopym No peakum 60/1e3HIM
o VIl dopym AETCKUX MEAULIMHCKUX CECTEP
e X MexayHapoaHbli GOpyM OETCKUX XMPYProB
Hay4Ho-npakTuyeckas KoHpepeHuus neguaTpoB Poccumn «PapmaKkotepanums [PO3HbLIN,
W OMETONOrMa B neanaTpun» 28-30 ceHTa6pa 2017 1.
XX KoHrpecc neguaTtpoB Poccum ¢ MeXAayHapoAHbIM y4acTUeM «AKTyaslbHble
npo6aemMbl neguaTpum»
e V| Bcepoccuickas KoHbepeHuuns «HeoTnoxKHasa AeTCKas XMpyprua u Tpas- e
2018 aonorwl 16-18 despans 2018 .
e VIl EBpasunckum doopym no peaknum 60ne3HsAm
o VIIl dopym AETCKUX MEAULIMHCKUX cCECTEpP
e XI MexayHapoaHbI GpOopymM AETCKUX XMPYProB
XXI KoHrpecc neguaTtpoB Poccun ¢ MeXAyHapOLHbIM y4acTueM «AKTyaslbHble
npo6aembl neguaTpum»
e | Bcepoccuiickum @opym «BonioHTEPBLI-MEANKN — AeTsIM Poccum»
¢ | HaumoHanbHas accambnes «3aluLLeHHOoe NoKoNeHe»
¢ | Bcepoccumckui cemunHap «CTpaxoBas MeauLMHa B OXpaHe 3[10p0Bbs AeTeN» MockBa,
¢ VI| Bcepoccuickas KoHbepeHuus «<HeoTnoxHasa aeTckas xmupyprua n tpaB-| 15-17 deBpans 2019 .
MaTosIorus»
e VIl EBpasuickuin dopym no peakmm 601e3HIM
o |X ®opyM AETCKUX MEAMLIMHCKMX CcECTEP
e XIl MexayHapoaHbl GOpyM AETCKUX XUPYProB
2019 Bcepoccunckas KoHpepeHuns «<BakumHonpodunakTuka akTyanbHblX MHPEK- UpPKyTCK,
UMn y netemn» 24-26 anpensa 2019 r.
Hay4Ho-npakTuyeckas KoHpepeHuus neguaTpoB Poccumn «PapmaKkotepanums
W AMEeTONorns B neauaTpum»
¢ || POCCMNCKO-KMTAMCKUI CUMMNO3UYM MO BaKLMHOYMNPaBASEMbIM UHOEKLM- ExkaTepuH6ypr,
AM U cneundruyeckon UMMYHONPodUNaKTUKe 23-24 ceHTA6ps 2019 1.
e |V KoHrpecc negunatpoB Ypana
e |V YpanbCkui Gopym AETCKUX MEAULMHCKUX CecTep
Il HaumMoHanbHasa accambses «3aluLLEHHOE NOKOEHUE, D OEITER,
7 oKkTA6psA 2019 1.
XXII KoHrpecc negnatpoB Poccum ¢ MmexxayHapoaHbIM yHacTUeM «AKTyaslbHble
npo6semMbl neguaTpum»
¢ | BcepoccuicKkas KOHGEPEHLMA AETCKMX AeEPMATOIOroB
e | CaMMUT MEAULIMHCKUX CNEeLnanncToB M OpraHM3aTopoB 34paBooXpaHe-
HUS «HyTPUTMBHBIE KOMMOHEHTLI NPOrPaMMUPOBaHUS 340POBbLS» MoCKBa
2020 e | Bcepoccuicknin cemuHap «CtpaxoBasi MeauLmHa B OXpaHe 340p0Bbs AeTEN» ’

e || Bcepoccuickun @opym «BonoHTepbl — aetam Poccumn»

¢ ||l HauMoHanbHasa accambres «3alluLIeHHOE NOKOIEHUE»

e |X EBpasuiickmi dopym no peakum 601e3HIM

® X ®opyM AETCKUX MEAMULIMHCKMX CECTEP

o Xl MexkayHapoaHbiv GopyMm AETCKUX XMPYPTrOB M TPAaBMaTO/I0r0B-0pPTONeA0B

21-23 peBpana 2020 .
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noA arupon Corsa neanarpos Poccun B 2020 r.

[lara
npoBefieHus

Opranu3aropsl

Mecto
npoBefeHus

KoHTaKTbl Oprann3aropos

Xl Becepocceniickas Hay4Ho-
npakTn4eckas KoHdepeHLuus
C MeXJyHapOAHbIM y4acTuem

(cumnosuym «CoBpeMeHHble
acnekTbl negnarpun
11 HEOHATOJIOr M »)

B Pecny6nuke Komu

28-29 CaHkT-lTeTepbyprckoe permoHanbHoe CaHkT- LLla6anos Hukonan MaBnosuy:
{BOpOHSELS LY (heBpans | oTaeneHue Metep6bypr |aleks-shabalov2007@yandex.ru
CankT-MeTepbypr — 2020>. :
[Toceswaercsa 85-netuio co aHs
poxzaeHus npocp. .M. BopoHuoBa
Hay4Ho-npaktuyeckas
y p 26-27 PernonanbHoe oTaenexune Kopabnesa Hatanbs HukonaesHa:
KOH(hepeHUns «AKTyanbHble CbIKTbIBKap
mapTta B Pecny6nuke Komu kemcard@yandex.ru
BOMPOCHI NeAnaTpun»
PblukoBa
LlIkona negmarpa: /IpKyTCKOE 06/11aCTHOE pernoHanbHoe
27 mapta Wpkytck | Jlio60Bb BnagumuposHa:
opanHble 3a60/eBaHNs oTAeneHne :
rychkova.nc@gmail.com
Pecny6nmkaHckas
06pasoBatesibHas 1 Hay4Ho-
NpakTU4eckasn KoHdepeHuus
«%pvnopmemble Hgl)'lpzsnl-éHMﬂ 9 anpens | bawkupckoe pecnybnnkKaHckoe OTAeNeHNe Ydha AR T T I Targpachies
fock20051@mail.ru
B COXPAHEHNN 1 YKPenieHnn
3[10poBbs feTen Pecny6nuku
bawkopTocTan»
Pecny6nmkaHckas Hay4Ho-
npakTuyeckas KoHgepeHumus 16 anpens YAMYpTCKOE pecnybiMkaHCcKoe VIxeBCK Buxapesa EneHa eHHafbeBHa:
«136paHHbIe BONPOCHI JETCKON peruoHanbHoe oTheNeHre avihareva@yandex.ru
racTpO3HTEPONOrNN»
XIV Bcepoccuitckuii popym
«3popoBbe aete. CoBpemeHHas 24-25 CaHkT-MeTepbyprckoe permoHansHoe CaHkT- Llla6anos Hukonai Masnosuy:
cTpaterns npomunakTuKm anpens OTAeNneHne Metepbypr |aleks-shabalov2007@yandex.ru
1 Tepanuu BeLyLmnx 3a60nesaHunmn»
bopaesa
LlIkona negmarpa: opaxHble PernonansHoe otaeneHue
27 anpens Bnagmkaskas | TatbsiHa Temup60naToBHa:
3a60neBaHus B Pecny6nuke CeepHas Ocetns — AnaHus .
23510krok@mail.ru
PernonanbHas o6pasosatenbHas
11 Hay4YHO-NpaKTUYecKas flkonesa Jltogmuna BuktopoBHa:
17 mas balwkupckoe pecny6nukaHckoe otaeneque | Ctepnutamak .
KOH(hepeHUns «AKTyanbHble fock20051@mail.ru
BOMPOCHI NeAMaTpun»
VI MexancuunnnHapHbIi
MeNUNHCKNIA hopyM
«AKTyalbHble BONPOChI BPa4e6HOI
PernoHanbHoe otaenexue Kopa6nesa Hatanbs HukonaesHa:
npaktuku. Mapbamons» 6 MoHA CbIKTbIBKap

kemcard@yandex.ru




KoHbepeHuns «AKTyasbHble

banbikoBa

18-19
BOMPOChI Neanatpumn il MopZaoBckoe permoHansHoe OTaesneHune CapaHck | Jlapuca AnekcaHapoBHa:
11 HeoHaTonorum» larisabalykova@yandex.ru
V Bcepoccuiicknii popym
C MeXJyHapOAHbIM y4acTuem ;
AyHapo y 19-20 CaHkT-leTepbyprckoe pernoHanbHoe CaHkKT- LLla6anos Hukonaii Maenosuy:
«CoBpeMeHHas neamaTpus.
NHOHS OTAeNeHne Metepbypr |aleks-shabalov2007@yandex.ru
CaHkt-leTepbypr —
benble Houn — 2020»
) KocTpomckoe pernoHanbHoe 0TaeneHue .
LlIkona neamarpa: o MaBpeHkoBa AHHa HukonaesHa:
| nonyroane | O6LLECTBEHHOI OpraHM3aLmm Koctpoma )
0phaHHble 3a60eBaHNns DetOtdel@mail.dzo-kostroma.ru
«Coto3 negnatpos Poccuu»
KannHnHrpaznckoe pernoHanbHoe
LlIkona negmarpa: paa p N Lynsk FannHa AnekceesHa:
| nonyroane | otaenenune O6LLECTBEHHON OpraH13aLmMm KanuuuHrpag .
0phaHHble 3a60eBaHNns sekretar terem@mail.ru
«Coto3 negnatpos Poccuu»
ILikona neguarpa: Il nonyrogme | Kypckoe permoHanbHOe OTAeNeHune Kypck O AN BCHULE R
0phaHHble 3a60/eBaHNs y yP p P komzdrav@rkursk.ru
Bcepoccuiickas Hay4HO-
npakTuyeckas KoHgepeHuus CeHTS6DL O6Lwepoccuniickas 06LLieCTBEHHAS CaHKT- HoBsuk leHHaawnii A3MKOBIY:
«DapmakoTepanus 1 aueTonorus P opraHnsauus «Coro3 negnatpos Poccumn» Metepbypr |ga novik@mail.ru
B neguarpuu»
XIl Bcepoccuicknii hopym . )
) 25-26 CaHkT-leTepbyprckoe pernoHanbHoe CaHKT- Llla6anos Hukonai MaBnosuy:
«Meaunarpus CaHkT-lMeTepbypra:
CeHTA6pA | OTAeneHne Metepbypr |aleks-shabalov2007@yandex.ru
OnbIT, UHHOBALMU, JOCTUKEHUS»
| Bcepoccuickuin oopym
C MeXJyHapOAHbIM y4acTuem
AyHapoA y 9-10 flkonesa Jlrogmuna BuktoposHa:
«AHTUONOTUKOPE3UCTEHTHOCTD — bawknpckoe pecnybnnkaHckoe oTaesneHue Yha .
0KTA6pA fock20051@mail.ru
akTyanbHas npobnema neguarpun
XXI Beka»
Marnbues
LlIkona neamarpa: 16-17 PernoHanbHoe otaenexue . )
KasaHb CTaHucnas Buktoposuy:
opdaHHble 3a60neBaHNs OKTAGPSA B Pecny6nuke TatapcraH :
maltc@mail.ru
IV Hay4Ho-npakTuyeckas
KOHDepeHLUns «3abonesaHus .
PernonanbHoe otaeneHue Kopa6nesa Hatanbs HukonaesHa:
OpraHoB AblxaHus. AKTyanbHble 30 okTa6ps CbIKTbIBKAp
B Pecny6nuke Komu kemcard@yandex.ru
Bonpockl. CoBpeMeHHbIe
peLueHns»
XV Poccuiickuit thopym
«3[0p0OBOE NUTaHNe o
Aop ) 6-7 CaHkT-leTepbyprckoe peroHanbHoe CaHkKT- Llla6anos Hukona MaBnosuy:
1 HYTPULMOHHAS NOAJEPXKA:
HOA6PA OTAeNeHune Metepbypr | aleks-shabalov2007@yandex.ru
MeaunuuHa, 06pasoBaHue,
VHHOBALMOHHbIE TEXHONOMN»
LI e 7 HoA6ps | baluknpckoe pecny6nmMKaHCKoe OTaAeNneHne Yha LN LI BTV ACERES
ophaHHble 3a60neBaHuns p p P fock20051@mail.ru
Pecny6nukaHckas
06pa3oBatesibHas Hay4yHO-
npakTuyeckas KoHgepeHuus flkonesa Jlrogmuna BuktoposHa:
25 HoA6pa | bawkupckoe pecny6MKaHCKoe 0TaeneHne Yha .
«30p0BbE pebeHka P P pecny A P fock20051@mail.ru
1 COBPEMEHHbIE NOAX0Abl
K ero COXpaHeHno»
XIl Bcepoccuickas Hay4Ho-
NpakT4ecKas KoHgepeHums ;
p T 11-12 CankT-lNeTepbyprckoe pernoHanbHoe CaHkT- Llla6anos Hukonai Masnosuy:
«Annepruyeckme n UMMyHo-
[ekabps | oTaeneHue Metepbypr | aleks-shabalov2007@yandex.ru

narosniornyeckne 3a6onesaHns —
npo6nema XXI Beka»









