AKMYQAbHLIE BONPOCH heguampuu

Bce meTu moAydasu KapauoMeTabOAMYEeCcKYIo Teparuio (KpeaTuH docdar,
pubokcuH, acriapkawm,). Uarudutopsr AII® Opiam HaszHadeHbl 11 (36,6 %) me-
1M, B-6aokatTopr! 4 (13,3 %) meTsam, modyeroHHbie rmpenapartel 4 (13,3 %) ne-
TaMm. Bce meTu BeImHcaHbI ¢ yaydnieHrueM. CpeaHdas IPOAOAKUTEABHOCTE CTa-
IMOHApPHOT'0 A€YEHUS cocTaBuAa 11 mHew.

Bwbieoodst

Takum obpazoMm, medpeKT MeXMIPeacepaHON IIePEeropoaKH SIBASETCS OII-
HUM U3 HauboAee YacTO BCTPEYAIOIMXCsS BPOKIAEHHBIX IIOPOKOB CepAIA.
MozkeT codeTaThbCs C APYTHMH IIOPOKaAMM CEPAIA, COCYIO0B, MaAbIMH aHOMaAa-
AUEIMH pa3BUTHUA cepAalla. HecMoTpsa Ha MpPoOBeAEeHHYIO XUPYPTUUYECKYI0 KOp-
PEKILIUI0 OOABIITMHCTBO OETEeH NPEembsaBAAIOT KAA00bI Ha IMAOXYIO ITE€PEHOCH-
MOCTB (PU3UYECKOH HATPYy3KH, YTOMASIEMOCTE, 00AU B 0b6AacTu cepaiia. Y BcexX
neted BbIIBA€HBI n3MeHeHHd Ha OKI' B Buae HapylIIeHHUsS PUTMa U IIPOBOIU-
MocCTH. Bce 3T0 AUKTyeT HEOOXOIUMOCTD TIIATEABHOT'O HAOAIOLEHHUS U oOCAe-
IOBaHUS OETEeN C MNAaHHOM IIaTOAOTHMEN U IIPOBENEHUd CBOEBPEMEHHOM KOpP-
PEKLIMHU OCAOKHEHUMU.
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BeedeHue

HesnguobaacTo3s reHeTndyecKH 0OyCAOBAEHHOE 3a00A€BaHUE, HMeEIoIee
ayTOCOMHO-PEIIECCUBHBIN THUIT HACAENOBaHUS (0OOHAPYKEHBI MyTAIlUH B AOKY-
ce 11pl5), xapakTepHlyrolleecsd MeTalAa3ueld KAETOK 3MHUTEAHUd ITPOTOKOB
MIOMZKEAYOYHOM IKEeAe3bl, THIIEPCEKPETHPYIONINX HWHCYAWUH. TepMHH He3HU-
anobaacto3 BBeAeH [xkopmxreM Astinaoy (George F. Laidlaw) B 1938 r. Hesu-
an00AacTO3 SIBASIETCS OCHOBHOHM ITPHUYMHOM BPOKIHHOIO THIIEPHUHCYAMHHU3MAa
y nerei, Bcrpedaercda B 70 % caydaeB U auilb 30 % o0ycAOBAEHBI MHCYAHMHO-
Moti. KAMHMYEeCKN UM NaTOT€HeTHYeCKH HWHCYAMHOMAa U He3HuAHo0AaCTO03 CXO-
JKU, Pa3AWYUS BBIIBAGIOTCS IIPU THCTOAOTHYECKM HCCAEIOBaHUU TKAHH IIOM-
JKEAyAOYHOH 3keae3bl [1]. M30bpIToOuHaaA NPOAYKIIMS MHCYAHHA COIIPOBOXKIAET-
CSl TUIIOTAMKEMUYECKUMU COCTOSHHUSMU Pa3ANYHON CTENEHH TSKECTH, YacTo
pa3BUBaeTCs KoMa.

ITens

[IpencTaBUTh KAMHUYECKUU cAydall BPOXKAEHHOTO He3uauobaacTosa, C
MIOCAEAYIOLIEH CyOTOTAABPHOM MHAHKPEaTIKTOMHEH W Pa3sBUBIINMCS BIIOCAEI-
CTBUHU CaxapHbIM AHabeToM CIeluUIecKOro THUIIA.
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Mamepuan u memoosL uccnecoeaHust

Y 80 % mereil ¢ HEOHATAABHOM THIIOTAUKEMHUEH OTCYTCTBYIOT KaKHe-AU0O0
IIPOSIBACHUYA HAHW HMEETCI MaAOCHMIITOMHAad KAWHHKA. XapaKTEpPHBIM IIpU-
3HAKOM THUIIEPUHCYAHMHEMHH SBAGETCS MaKpocoMud. B mepuome HOBOpPOXK-
JEHHOCTH IIEPBBIMU IIPOSIBASIOTCS TAAQ3HBIE CHMIITOMEBI ([IAQBalOIME ABUXKE-
HHUS TAA3HBIX sI0AOK, HUCTArM, HapylleHHe TOHyca TAa3HbBIX MBIMII] U HCYe3-
HOBeHUE OKyAolledpaabHOTO pedaekca). OTMedaeTcs HESMOIIMOHAABHBIN caa-
ObIii KPWK, OEOHOCTH MABUIKEHUM, CPBITUBAHHS, BAAO€ COCAHHUE, IPUCTYIIBI
[HaHo3a, TaXUKapAUU U TaxXHUITHOI, TPEMOpP, OAeJHOCTE, IIOTAMBOCTD, CHUIKE-
HUE€ MBIIIIEYHOI'0 TOHyCa UAH BbIPasK€HHAd MbIIIIeYHAas TUIIOTOHUL, IIPUCTYIIbI
arlHO®, CKAOHHOCTB K THUIOTEPMHUH, (PACHUKYASIIIMM U cygoporu [2]. Ortu
CHUMIITOMBI SBASIOTCS HECIEIM(PUYHBIMH, OHU MOTYT BCTpedaThbCd IIPU OPY-
rux 3aboA€eBaHUSX — CEIICUC, KPOBOU3AMSHUA B JKEAYJOYKH MO3Ta, BPOXK-
J€HHbIE IIOPOKHU cepalia.

[lepBoCTE€NIEHHBIMHU AUATHOCTUYECKUMU METONAMH HABASIOTCS OIIPEHaEAe-
HUeE TOIIAKOBOH M IIOCTIIPAHAUAABHON TAMKEMHWH, HAUTEABHBI MOHHUTOPUHT
coep:KaHUd TAIOKO3bl B MHTEPCTUIIMAABHOM JKHUAKOCTH. Bepuduiupyor ru-
IIEPUHCYAUHU3M 10 pPe3yAbTaTaM aHAAU30B YPOBHEM MHCYAMHA, IPOUHCYAWHA
u C-nentuga. MOHHTOPUHT TAMKEMHUH ITPOBOAUTCS HE MEHee TpexX AHEM moa-
PSA, a TaKKE OIPENEATETCS TAMKEMUS II0CA€ 8-4aCOBOT'O T'OAOJAHUA OAS [e-
Ter Mo 3 AeT U 18-yacoBoro — gasg geter crapie 3 aAeT. UyBCTBUTEABHOCTH
npobrwl ¢ rorogaHuem coctaBasgeT 100 %.

B nmeaax Tomnyeckod AUArHOCTHUKU TOPMOHAABHO-aKTHUBHBIX OIIyXOA€H
IIOMIPKEAYJOYHOMN 3KeA€3bl MCIIOAB3YIOTCS CAEQYIOIIHE METOAbI: aHruorpadus,
KaTeTepHu3allls MOPTaAbHOM CUCTEMBI, YABTPaA3BYKOBOe uccaenoBaHue (Y3U)
u KoMnberoTepHas Tomorpacdusa (KT) momskeAymodHoM Keae3bl.

[lepeuynicA€HHBIE METOObl ICCA€OOBAHHUS II03BOASIOT [AHATHOCTUPOBATH
BPOXKIEHHBIH TUIIEPUHCYAMHHU3M, HO TOABKO MOP(OAOTHYECKOE HCCAeNOBa-
HUe, IPOBEAEHHOE HHTPAOMIEPAIIOHHO, IT03BOASIET yCTAHOBUTH AHWATHO3 He-
suauobaacrosa [3].

Pe3ynemameul uccnedoeanust u ux obcyxoenue

[IpencraBasgeM KAMHUYECKUI cAaydaidl He3smmuobaacrosza y pebeHKa C Td-
JKEAOU HEOHATAABHOU T'MIIOTAUKEMUEHN U IMOATBEPKIACHHBIM BPOXKIAECHHBIM T'H-
nepuHCYAMHU3MOM. PebGeHok ot 8-#1 6epemeHHOCTH pomuaca 22.10.2002. Be-
PEeMEeHHOCTh IIpoTekasa 6e3 ocobeHHocTell. OmepaTHBHOE pPOAOpPaA3PEILIeHIE
Ha 38-11 Hemease OGEpPEeMEHHOCTH, KPYIHBIH A0 (Macca Teaa IPHU POKIAECHUU
4500 r, nauHa 56 cm), makpocomusd. OreHKa 1o mKkase Anrap — 4 /8 6asnroB.

B nepBble yachl JXKU3HHU B PoALOMe y peOeHKa IIOIBUAUCH CYyJOPOTH, ITHa-
HO3, TAMKeMHd Obiaa 1,4 MMOAB/A. [JUHAMUYECKUH KOHTPOAB ITO3BOAUA BbI-
SABUTH CTOUKYIO TUIIOTAMKEMHUIO B KAIlTMAASPHOM UM BEHO3HOM KPOBHU, YTO KAU-
HUYECKU IPOSBASIAOCH ITOBBIIIEHHBIM alleTHTOM, BSAOCTBIO, TaxXUKapauew,
reHepaAsu30BaHHBIMHU 3ITHAECIITH(POPMHBIMHU CYyJOPOTaMHU.

N3 poogmabHOro nomMa pebGeHOK ObIA IepeBelleH B OTHAEACHHE peaHUMAalluU
¥3 «'omeabckasa obaacTHasI AeTCKasl KAMHHYECKasl 0OABHUIA». ['MIIOTAMKEMU-
4YeCKHUe MPUCTYIbl KYIHPOBAAHUCH IIEPOPAABHBIM HAHW BHYTPUBEHHBIM BBeEE-
HueM 20 % raroko3bel B m03e 0,6-0,8 r/kr/4ac. YpoBeHb TAMKEMUU KoAeOaACs
B npexneaax 0,4-5,4 mmoab/A. Ilpu nmoanepkaHUU HOPMOTAUKEMHUH CaMO4yB-
cTBUE pebeHKa ObIAO yIOBAETBOPHUTEABHBIM.
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[To pe3yabTaTaM aHaAU30B ObIAO BBIIBAEHO 3HAYUTEABHOE IIOBBIIIIEHUE
ypoBHa C-ntentuna — 2770,99 nimoas/A (Hopma 160-1110) u ypoBua UPU —
170 mU/1 (mopma 4—40). Ha KT opraHoB OpIOIITHOM ITOAOCTH II€YE€Hb YBEAUYE-
Ha, IapeHXUMa ee OMHOPOAHAas, IMAOTHAad, JKEAUHBIH IIy3bIpb 0€3 0COOEHHO-
cTel, MoaKeAyZlodHas KeAe3a 4eTKO He OIIpefeAdeTcs Ha PoHe PacTIHYTOTO
KHUIIIeYHUKA, HAAIIOYEYHUKHU — 0e3 0COOEHHOCTEH.

Baarogapss mocTossHHOMY HaOAIOIEHUIO U A€UYEHUIO Bpader-IieJuaTpoB U
pPEeaHMMAaTOAOTOB, a TaKXKe IMpernogaBaTeAci Kadenpbl INeaAUaTpUU U Kypca
9HAOKPHUHOAOTHH YO «J'OMeABCKUH ToCyIapCTBEHHBINM MEOUIIMHCKHUN YHUBEP-
cuteT» pebeHKy ObIA CBOEBPEMEHHO IIOCTABAEH AUArHO3 U IIpoBelieHa aneK-
BaTHada Tepanud. [lognepzkaHrue HOPMOTAMKEMHM OCYIIECTBAFAOCH C IIOMO-
IIBI0 UHY3UY TAIOKO3bI, IIPENapaToB MIOKOKOPTUKONW/IOB, a B JaAbHEUIIIEM —
opernapaTroM, OAOKHPYIOIINM CEKPEIHMI0 MHCYAHMHA — QUAa30KCHUIOM, I10004-
HBIM 3(PPEKTOM KOTOPOTO IBUACH BBIPasKEHHBIH THIIEPTPUXO3.

Y4uuThbIiBagd OTCYTCTBHE CTOMKOTIO IIOAOXKHUTEABHOIO pPE3yAbTaTa A€UYEHHS U
COXPaHSIOIIMECd TUIIOTAMKEMHIO M THIIEPUHCYAMHEMHUIO, peObeHKy Oblaa IIpo-
BeZleHa CyOTOTaAsbHasl Pe3eKIUs IIOIXKEAYIOYHOM Keae3bl (yaaseHo 98 % ee
obbeMa) B YHUBEPCUTETCKON KAMHUMKe I'. MarmeOypr, 'epmanua 21.08.2003.
[Ipr mpoBeneHUN THUCTOAOTHYECKOTO HCCAENOBaHUS ObIA yCTAHOBAEH HE3HU-
auobaacto3d. C Bo3pacra 10-Tu MecdlieB peOEHOK HaXOMHACS Ha JOMAIITHEM
pexxuMe Ion aMOyAaTOPHBIM HaOAIONEHHEM [AETCKOTO JHIOKPHHOAOTA C IIO-
CTOSIHHBIM KOHTPOAEM I'AMKEMUH.

B 2008 r. B 5HOOKPUHOAOTUYECKOM OTHAeAeHUU [Y «PecmyOAuMKaHCKHH
Hay4YHO-IIPAKTHUYECKUU IIEHTP PaAHallIOHHONW MEOUIIMHBI U SKOAOTHH YEAO-
BeKa» pebeHKy B Bo3pacTe 6 AeT ObIA BEICTaBAEH nuarHos: CaxapHbii nuaber,
cuneruduydeckuii TUn. CocTogHUE IIOCA€ CYOTOTAaABHOM PEe3eKIINH IIOIZKEAY-
JOYHOM 3KeAe3bl II0 IIOBOAY He3uamodbaacrtos3a. [lo pesyabTaTaM CyTOYHOTO
MOHHUTOPHHTra KOAe€OaHUS TAMKEMUU COCTaBAsAM oT 2,1 mo 17,8 mmoab/A. B
3aKAIOUYEHHUH KOIIPOTpPaMMBbI OTMEYAAOCh 3HAUUTEABHOE HapyIIEHHE IIepeBa-
PHUBaHUS ITUIITU.

C 2010 r. B 8-aeTHeM Bo3pacTe peOeHKYy Oblaa HasHa4deHa IIepMaHEeHTHasd
3aMeCTUTeAbHasd WHCYAWHOTeparnd B 0azas-0roArocHOM pexkume. [Ipemnapatbi
MHCYAMHOB Ha3HAYAaAWCh U3 aHAAOTOB YEAOBEYECKOI0 MHCYAWHA YABTPAKOPOT-
KOTO W VABTPaAIPOJAEHHOTO AeHCTBULA. TaksKe peOeHOK MoAydYaA MIpernapaTbhl
[UIIEBApPUTEABHBIX (PEPMEHTOB B BO3pacTHOM mo03e. HepBHO-ncuxmyeckoe,
du3nyecKoe U II0AOBOE pPa3BUTHE IIPOTEKAAO aleKBaTHO, B COOTBETCTBHU C
nacroptHeIM Bo3pactoMm. Ha 2020 r. poct ero cocraeager 198 cm, Macca Teaa —
81 kr. [ToayuaeTr obpazoBaHue B M3pamae. UHCyAMHOTEpaAIHs OCYIIIECTBASIET-
C4d C IIOMOIIIBIO IIOMIIBI C IIOCTOSHHBIM MOHHUTOPHHIOM TAMKeMUH. [lo ramke-
MUHU — KOMIEHCHPOBAaH, COOAIOAET JUETY U PEKUM IMUTAHULI.

Bbiaoobl

[IpuBeneHHBIN KAMHHUYECKHH CAy4Yal OEMOHCTPHUPYET BO3MOXKHOCTH CO-
BPEMEHHOH MEIUITUHBI 1A COXPAaHEHUs JKHU3HU pedeHKa Jake C TaKOH TaKe-
Ao oppaHHOM ImaToAorHeld Kak He3dnuauobaacTos. BrixaskuBaHue pebeHKa M0-
TpeboBaao IIpoceccuoHasn3Ma U ONTHMU3Ma Bpadel-IieanaTpoB, 3HIAOKPH-
HOAOT'OB U XUPYpProB. He MeHee BasKHBIM AT aJ€eKBATHOTO PA3BUTUSI peOeHKA
ABASETCS OAATONIPULATHAS IICUXOAOTHYECKasd OOCTaHOBKA, HHTEAAEKTYaAbHOE,
COIIMaAbHOE Pa3BUTHE U BOCIIUTAHUE B CEMEBE.
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BeedeHue

NHeKImy MO4eBOM CHUCTEMBI OTHOCATCS K PacCIpPOCTPaHEHHBIM HHOEK-
ITMOHHBIM 3a00A€BaHUSIM, C KOTOPLIMH CBS3aHO OCHOBHOE YHCAO OOparieHuH
3a MEOUIIMHCKOM ITOMOIIIBI0 B aMOyAQTOPHBIX YCAOBHUSX. Y AeTel HaHHBIH BU
UHQEKIIHUH IBASIETCS BTOPBIM II0 PACIIPOCTPAHEHHOCTU IIOCAE€ OCTPBIX PECITH-
paTopHbIX 3aboaeBanut [1, 2]. [lo maHHBIM OQHUIIMAABHON CTATUCTUKH, 00-
miast 3aboaeBaeMocThb aeteil B Bo3pacte 0—17 aet B Pecnmybamke Beaapych 1o
KAaccy 0oae3Her MO4YelIoAOBOM cucTeMbl coctaBuaa B 2019 r. 22420 cayuaeB
Ha 100 TBIC. METCKOTO HACEAEHUS, B TO BpeMsda KakK o ['oMeAbCKOU obaacTu
9TOT IIOKa3aTeAb OKas3aacd Bblllle Ha 27,3 % u cocraBua 2853,2 [3].

C yderoM HeOAATOIIPUATHON TEHAEHIIMU K POCTY PELUAUBUPYIOIIEH HH-
eI MO4YEBOM CHCTEMbI B AETCKOH IONMYASIIUU PaHHSAS AUATHOCTHKA U
aZleKBaTHOe AedeHue nebrora 3aboaeBaHUd KpaiiHe BaxKHbI. OTCyTCTBHE
CBOEBPEMEHHOM AUATHOCTHUKU M A€YEHHs CIIOCOOCTBYET XPOHH3aIHU 3aboae-
BaHU4, OBICTPRIM TeMIIaM IIPOTPECCUPOBAHUS XPOHUYECKOH OOAE3HU ITOYEK U
CHHUIKEHUS KadecTBa XKHU3HU yKe B JIeTCKOM Bo3pacrte [1, 4].

[as onTuMHU3aAUU A€YEHUS HMH(PEKIUU MOYEBOM CHUCTEMbI HEOOXOIUMBI
3HaHHUSA O CTPYKType BO30yauTeAeH, NX YYBCTBUTEABHOCTH U PE3UCTEHTHOCTU
K aHTUOAKTEPUAABHBIM IIpernaparam [4].

Cpeam Bo30yauTeA€dl MHKPOOHO-BOCIIAAUTEABHBIX 3a00A€BAHUE OPraHOB
MOYEBOM CHCTEeMBbl y [eTell IpPeBaAUpPYIOT I'paMOTpPHIATEABHBbIE OaKTepHH,
npeuMmyniecTBeHHO Escherichia coli. [Ipu 3ToOM yZIeapHBIH BeC ee passndaeTcs
B 3aBHCHMOCTHU OT BHUAa HH(QEKIIMH U Bo3pacTra IalueHTa. [Ipu HeoOCTpyK-
TuBHOM IteaoHedppute Escherichia coli oorapyskuBaetrcs npumepHo B 80 %
caydaes [2, 5].

Ilens

OnpeneAuTs CTPYKTYpPYy BO30yauTeaed, MX YyBCTBHTEABHOCTH U PE3U-
CTEHTHOCTBh K aHTHUOAKTEPHAABHBIM IIperapaTaM y MallueHTOB ¢ MHQEeKIHueHl
MOYEBOH CHUCTEMBI.
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