/KJ'II/IHI/I‘-IECKI/II;I CNYYAN CUHOPOMA MOTTEPA Y HOBOPO)K,EI,EHHOFO\

Astopbi: Moryyesa TatbsHa [letposha, Abywios Jmutpuit Todukosuy ¥3 «1-4 ropoackas Knuxudeckas 6onbHULa»
llenb pabotbi: atb onpenenerus cunapoma oTTepa; Ha NpUMEPe AAHHOTO KIIMHUYECKOTO CIy4as 03HOKOMMTH C OCHOBHBIMI KIMHUYECKVMM TIPOSBNIEHISMIA Cuiiipoma [loTTepa; onucath TvonaTtoreHeTHYeckme 220013, r.MuHck, np. He3asucumoctw, 1.64. Ten. +375 17 3239084
MEXQH3MbI PU3BUTUS AAHHOTO CMHAPOMA; OXAPOKTEPU30BATH BUXHOCTH MPEHATANLHOIA JMATHOCTUKM ¥ MHOPMUPOBAHHOCTL YNEHOB CEMbH 0 HEDNIArONPUSTHOM Te4eHUH aHHOTO 3060neBaHws.

Beenenue: wnapom Norrepa (Potter syndrome, 60.6) — BpoxaeHHas naTonioma passuTMa MI0Ad, NPOSBNSIOLLASCS (OBOKYMHOCTbIO XAPAKTEPHBIX BHELLHUX MPUSHAKOB, KOTOpbie OPMUPYIOTCH BUIGACTBUE MOIOBOIMS HA ()OHE MOMMKMCTO3] MoYeK W AxkryanbHoctb: 1. Cunpom Motrepa — 310 peakoe 3000nesaHue, (BA30HHOE ¢ AHOMANMAMM PO3BUTUS MOYEK W MOYEBLIBOAALIMX NyTEH, 4TO

BHYTpUYTPOGHOrO C0Bnenus nioga markoid. (ukapom Mottepa aMarHocTMpyloT B HeoaTabHoM nepoae. Brewnumm npustokamm POTTER -canapoma senstotes: P (pulmonary hypoplosia) rnonnasua nerkux, 0 (oligohydramnios) manosogwe, T (twisted face) NPUBOAMT K MANOBOZIMIO M CEPbE3HBIM NOCNEACTBUSM JANS PA3BUTUS NNOAQ (B YACTHOCTM rUNoNNa3smus nerkux). M3yyenme 3toro cuuapoma BaXHO Ang

necopmawwm g, T (iwisted skin) apa6nos cknonuatas (Mopuwumkmcras, «crapyeckas») koxa, E (extremity defects) nedopmaunn koneurocreid, R (renal failure) nowesros wepocrarourocts. Akporum POTTER noetopser damunmio natonoroanatoma E.L Potter, YNyYLWeHUs QUArHOCTUKM M NOHUMOHUS NOTOTEHe3q;

kotopas 8 1946 . onMcana XapAKTEPHbIA BHELLHUIA BIATL MEPTBOPOXIEHHBIX U YMEPLLUMX HOBOPOX/EHHBIX, PU3BUBLLIMICA B Pe3yIIbTaTe KPAiiHel CTENeHN MOSIOBOAMS U3-30 OTCYTCTBUA YHKLIM 00emX NoYeK Y MIoa, YTo NPUBOAMT K NIETIUILHOMY UCXofY. 2. Curgpom MoTTepa accoLMMPOBAH C BbICOKOI CTENeHbH0 NEPUHATANbHOM M NOCTHATANbHOM NeTanbHocTH. Mccnegosakme GakTopoB pucka, MeTogoB
POHHEH ANATHOCTMKM U NIEYEHUS MOXET (NOCOBCTBOBATL CHUXEHMIO 3TUX MOKA3ATENEH M YNYHLIEHUIO UCXO0B AN HOBOPOXIEHHBIX;

Hayunas u npaktuyeckas sHaummocts: 1. Myuenme cungpoma MMottepa no3eonser noHats NATOreHe3 passuTUS AOHHOTO 3000NEBAHMS, 0 TAKKE POMb FEHETHYECKUX W 3K30rEHHbIX (AKTOPOB HO OPMUPOBAHUE AHOMANMIA NIOAN. 3. Mockonbky cunppom loTTepa 3aTparMBaET HECKONLKO CUCTEM OPTOHU3MA, €T0 M3y4eHue TpebyeT MeXaUCLMNIMHAPHOro NOAX0AM. IT0 No3BoNseT

2. (oBpemeHHble MeTOfbl YNLTP3BYKOBOTO WCCIGNOBOHMS MO3BONSIOT BbIABAATL NpU3HAKM Cuuapoma [loTTepa HO paHHMX cpoKax GepemeHHOCTM. IT0 JOET BOMOXHOCTb BPOYOM W POUTENAM NPUHUMATh 0OOCHOBOHHbIE PeLieHMs o YNYYILNTb B3AUMOAEHCTBUE MEXAY HEOHTONOrAMM, OHECTE3M0M0raMM-PEaHUMATONIONMM, HeGPONOraMM, YPONOTAMM U APYTUMHA CNELMANUCTAMM B

H0/bHeiLLIeM BEEHUN GepemMeHHOCT U NIAHNPOBAHUM POLIOB. NPOLLECCe NIEYEHHs NLMEHTOB;

3. BaxHbim Kputepuem nporHosa cunapoma lloTTepa CyXuT recTaumoHHbIA CPOK MIIOAN HO MOMEHT GOPMIMPOBAHIS PeHOMbHOrO ManoBoaus. Pa3suTie ManoBoAMa Ha no3gHux cpokax rectauwu (28—32 Hemens) noBbiaET BBKUBAEMOCT 4. CoBpemeHHble MeTOTbl BU3YANM3ALMH, TEHETUYECKME UCCIEA0BAHNS M HOBbIG TEPANEBTUYECKUE NMOAXOMbI MOTYT YAYYLIMTL UCXOAbI ANS NOLMEHTOB

noce PoXaeHus. ¢ cunpomom Mottepa. Mccnenoanus 8 310t 06nactu moryt npusectu K paspabortke Gonee IGdEKTUBHLIX METOZOB AUATHOCTUKM U NIEYEHUS;

4. Pa3pabatbiBaioTcs SKCNEPUMEHTASTbHBIE METObI NIEYEHMS AOHHOTO 3060neBaHMA ele Ha Tane GepeMEHHOCTM NPY BbISBNIGHUM Y NNIOAA NMOAMKUCTO3HO-M3MEHEHHBIX NOYEK M MAJIOBOMS. 5. Cy4etom rnobanbHLIX U3MEHEHWH B 3KONIOTUM, 003 XU3HN U TeHETUYECKUX GOKTOPOB, KONMYECTBO CNY4aEB BPOXKACHHBIX THOMOMIHIA, BKIIOYOS

5. [laHHbIA KMHUYECKWA CNYYaii NOBLICHT OCBEAOMAEHHOCTL Bpayeil o curpome Mottepa. curiapom [oTTepa, MOXeT yBeNU4MBATBES. ITO CO3AAET HEOOX0AUMOCTL B MOCTOSHHOM MCCIIEAOBAHUM U 0OHOBNEHMU 3HOHMIA B AHHOA obnacTy.

HosopoxaenHbiii pebeHok myxckoro nona poguncs & cpoke 240 aueii (34 negenn) ot 4-oit 6epementoctn (1-9 GepemenHocTs — cpouHble poabi, pebeHok 300pos; 2-9 6epemenHocTb — 3amepluas B 18 Hepenb, pasgesnbHoe ANATHOCTUYECKOE BbICKAONMBAHKE MATKH; 3-9 6epemMeHHOCTb — npepbiBaHKe No MeanuMHckum nokasannsm BMP nnoga: cunapom Motrepa: kucrosnas
ancnnasusa 06enx novek, runonnasus nerkux, aedpopmauns KoxeuHocted, manoe kecapeso cevenne B 19 Hepenb), 0T 2-x npexaeBpeMeHHbIX POAOB 4Yepe3 ecTecTBEHHbIe PojoBbie MyTW. bepemenHoctb npotekana Ha Goe KonbnuTa, BeIpmkenHoro manosoaus. Mpu soinonnennu Y3 na 15 Hegene recrauun BbISBAEHA MYALTUKUCTO3HAS ANCANA3NS NOYEK Y
nnopa, manosogue. [pu eoinonterum YN Ha 34 wegene rectaumn Takxe BbisBAeHb! rAponepukapg, Kapauomeranus. 0T npepbiBaus GepeMeHHOCTH MATb 0TKA3ANACH, GMHUOLEHTE3 He NPOBOAMNCA U3-30 BLIPUKEHHOTO Manosopus. Y oTua pebeHKka KucTbl  runonnasus nesoi nouku. Bec npu poxaennn 1190 rp., anuna tena 39 cm., okpyxHoctb ronosbl 27 cm.,
du3nyeckoe pasBuTHE He COOTBETCTBYET CPOKY recTauMM — MAnblii pasmep NAoAa ANA recraumonxoro sospacra (anuuna rena u sec vuxe 10 nepuentuns). Ouenka no wkane Anrap 8/8 (UBJ1) 6annos.

CoctosHue mpu poXaeHuu TAKeNoe, B AMHAMMKE C YXyALIEHWeM [0 KpaiiHe Taxenoro. B pogunbHoM 3a/e KoXHble NOKPOBbI 01efH0-po30Bbie, aKpoLnaHo3. Kpuk cna6biii. [biXaHMe CNOHTAHHOE C BLIPUKEHHBIM BTSXKEHMEM YCTYMYMBLIX MECT FPYAHOK KNeTKW. AycKynbTaTBHO [bIXQHME NPOBOAMTCA ¢ 00eMx CTOPOH, ocnabneHo, Gonbwe cnpaa. Yactota abixanus 2o 60 B MuHyTy.
Buinonnexa untybauma tpaxen, nepesog Ha WBJ1 ¢ Fi02 1,0. Mpu ocmotpe oTmeuaroTcs AMCANACTHYHBIE HU3KOPACNONOKEHHDIE YIIHbIE PUKOBHHDI, «cTApYeckoe» Bbipmxenue nuua (nuuo Morrepa), aedopMmupoBaHHbIE KUCTH M CTONDI, FUNEPMOOMAbHBIE CYCTABDI, 3ANABLINIA XMBOT, ABYCTOPOHHUI KPUNTOPXH3M (B MOLIOHKE, NAXOBBIX KAHANAX AUYKM
He NanbANPYIOTCS), MOWOHOYHAS runocnagus. ToHbl (ePALA NPUIYWeHD!, Wym He BbicywmBaeTcd. MekoHuii He otxoaun, He mouunca. Mepesenex wa WBJ1 B otaenexne anecresuonorvu u peawumaumuu ang Hosopoxaextbix geteid. Ha moment nocrynnenus 8 OAuP coctoshme peberka kpaiiHe Taxenoe, cosHaxue yrietexo. KoxHbie nokposbl 6neaHo-po3osbie, UNAHOTHYHbIE.
[lucranshbie otaensi koneynocred npoxnagtsie. CbI 3 cexynabl. Mbiweynbiii Tonyc chiken. Mpogonxena UBJ1 8 pexxume HFOV co craprosbimu napamerpamu: delta P 35, MAP 20 mbar, Hz 6,5, Fi02 1,0. Ocuunnauun cummerpuunbl. Sp02 30-41% npu nocrynnenun, 45% wa doue BY UBJ1. lemogunamuka otHocuTenbHo cTabunbHas Ha Goxe Bonemuyeckoi Harpysku 10 mn/kr. Ho
pentreHorpamme OTK u OBI1: npusnaku PIAC 4-i crenenun, HeHanpskeHHOTro NHEBMOTOPAKCA CAPABA, KapaMoMeranuu. JHgotpaxeansio seeped npenapar cypakranta, Sp02 51-58%. Mpu nonbitke katetepusauumn moyesoro nysbips moun He nonyyeqo. Ha Y3U OBIl moueBoii ny3bipb He BU3yanusupyetcs, MoyeBoii Katetep B obnactu ypaxyca, karerep yaanen. KOC
npu nocrynnenun: pH 6,95, p(02 97.1 mm.pr.ct, p02 31,5 mm.pr.ct, HCO3 11,6 mmons/n, nakrar 7,6 mmons/n, BE -10,2 mmons/n, rmiokosa 3,3 mmonb/n (nexomnexcupoBanublit cmewanubiit aungos). Havara ananrocenauns (turposanme dentannna). Ha KoHTpoNbHOM peHTreHorpamme npasoe nerkoe pacnpaBneHo, NHeBMOTOPAKC KYNUPOBAH. B qMHaMMKe yxecToyeHne napameTpos
UBJI, remopuHamuka HectabunbHas Ha GOHe KAPAMOTOHUYECKOH Tepanuu: THTPOBAHME ROGaMMHA, J0OYTAMUHA, HopaapeHanuHa, munpuHona. Anypus. Mexonuii ve otxogun. IX0-KI: runonnasus nepeweiika aoptbi ¢ puckom $popmupoanus koapkrauuu aoprbi. 000. 0ANl. OJII. Kapanomeranus. lmpponepukapp. HCT: sxonpushaku Hespenoctu ronoHoro mosra. Y3
0B01: nonukucros obenx novek, areHesus mo4eBoro ny3bips? Ha ¢poHe npoBogMMOii Tepanum OTPULATENbHAS AUHAMUKA, TXECTb cocToaus obycnosneHa BINP, MOK-cunppomom, [ABC-cunppomom, nonnopraxHoii HepoctatouHocTbio. Yepes 22 yaca 27 MuHYT Nocne PoXAEHUS HACTYNMIA OCTAHOBKA KPOBOOOpaLLEHNS B BUAE BLIPIXEHHOH OpagMKapaMM M aPTEPUANbHOI TUNOTEH3MUN,
HOYATb peaHuMaLmonHble meponpustus cornacio npotokony CJIP. CJIP okasanac HeapdekTueHa. Yepes 22 waca 57 MUHYT noce poXAEHUS KOHCTATUPOBAHA OHoNoruyeckas cmeptb.

3aknioyenme natonoroaHatomuseckoro Bekpbitus: OcvosHoe 3a6onesanue: Kop B coorsercraun ¢ MKB-10: Q60.6 BpoxaenHbiii nopok passutua — cunapom Motrep: MynbTHKHCTO3HAS AnCAna3us novek (oTcyTcTBUE AeNeHUS HO KOPKOBOE U MO3rOBOE BELLECTBO, MHOXECTBEHHbIE KMCTbI, eAMHHYHbIE KNYOOUKN M KAHANBLbI), TMNONAA3USA MOYETOYHHKOB H MOYEBOTO
ny3bips, BTOpuuHas runonnasus nerkux (o6was macca 14 rp., opma 46 rp.), MowoHouHas runocnagus.

Kog B cootsercteum ¢ MKB-10: P02.2 Tunonnasns nnauentsl (macca nnauentst 200 rp., vopma 285-490 rp., nnowans 6asanstoit nosepxroctn 132 cm2, opma 141-240 tm2). 3amepxka co3peBaHus BOPCUHYATOro Xopuowa, pubpos sopcun. Hekpos amuuotyeckoro anuTenns nnoaHbIx obosnoyex.

OcnoxHexue ocHoBHoro 3ubonesanus: bonestb ruanuuosbix Memopan. JIBC cunppom: ruanuHoBbie TPOMObI B MUKPOLMPKYNATOPHOM pyCie JIrKUX, KPOBOU3NUSAHUS B MATKME TKOHM, NErkue, NOPTaNbHbIE TPAKTbI NEYeHH, ToNoBHOM MO3T U MSTKY0 MO3roBYH 000/104Ky. BeHosHoe nosHoKpoBHMe W 0TEK BHYTPEHHUX JIErKMX M ronioBHoro mo3ra. Xuposast auctpodus renatouutos.

DMH(IMI‘IK(I PEHTIEHOJIOrUYECKUX AUHHDIX
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YJ'Ipr(]3BYKOBOG nccnenosaqne [atonoroaxatomuyeckoe nccnenosaxne

BuiBogbl: 1. YuutbiBas Mcxofbl Npefbiayluiux OepemMeHHOCTeH, MOXHO NPeAnoioXMTb OYTOCOMHO-JAOMMHAHTHBIA TUN
HOCNEAOBUHMS B JOHHON (EMbE;

2. Pe3ynbTatbl MHCTPYMEHTANbHBIX MCCNEAO0BAHMIA BbISBUAN HOMMYME CEPbE3HBIX MHOXECTBEHHbIX UHOMQMMA, TAKMX KOK
MNONMKMCTO3 NOYEK, TMUNOMNG3MS NETKMX, OreHesns MOYeBoro Mny3sbips, KOpAMOMEranus W Apyrue, NOATBEPKIEHHbIX
BNOCNEACTBUM NOTONOTONHATOMUYECKMM MCCNEOBOHUEM, 4TO NOAYEPKMBOET BWXHOCTL NPEHATANLHOA JAMATHOCTUKM,
KENATeNbHO HO PAHHUX CPOKX DepemMeHHOCTH;

3. [varHoctuka curppoma [loTTepa npeHatanbHO MMeeT HeONAroNPUATHBIA NPOTHO3;

4. OnucanHbli CNY40i NOAYEPKMBAET BOXKHOCTb AUJBHEMWMX MCCNEAOBAHMA B 00MACTM NPOPUNAKTMKN U NeyeHus
cuugpoma lloTtepa, a TakxKe B BbISBNEHUN U YNPABNEHUM TEHETHYECKUMM U OKYLIEPCKUMA GUKTOPAMM PUCKT;

Takum o6pazom, AAHHBIH KNMHUYECKUIE CIY4ai CIYKUT BOXKHBIM NPUMEPOM CI0XKHOCTH BEACHHUS U JieYeHUs!
HOBOPOXAEHHbIX ¢ cuHapomom [MoTTepa u HeoOXoAMMOCTH MYNBTUAUCLUNAMHAPHOTO NOAXOAM.

R- npusHaku NHEBMOTOPAKCA CNPABA, KAPAMOMETQIY R-npu3HaKM NHEBMOTOPAKCA KyMMPOBAHb
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Nureparypa: Wunakos U.X., Wastukosa A.T., Ixubabosa @.A. Knunuyeckuit cnyyaii cunppoma lNottepa y Hosopoxaentoro.//
Meauuunckuii coser 2021; (. 242-245.

Auppeesa 3.0, Casenkosa H.Jl. Penanbioe manosoaue u Mottep-nocnefosatensHocTb NPpU KUCTO3HbIX 3060n1eBanmax noyex.//
Poccuiickmii BecTuk nepuratonorum u neguatpun 2021; 66:(1).

[osopyxa W.T., benoycos 0.I., bawrosenko T.E. Manosoaue npu 6epemennoctu. Knuunyeckuii cnyyaii cungpoma notrep |y nnoga.//
Meauko-coumnanbHblie npobnems cembu 2023; Tom 28 N2 2. \
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