Ha ¢one mpoBeneHusi Tepamuu OCHOBHOTO 3a00JICBAHUSI KOXKHBIC HPOSIBICHHS IHIICBON
CCHCHOMJIM3AI[MK OTCYTCTBOBAJIM, HO HACTOPAXUBACT JCOIOT OPOHXHMAIBHON OOCTPYKIIHH, 4YTO,
BO3MOXKHO, SIBIISIETCSI CBHUJICTEIILCTBOM «aTOMUYECKOT0 Mapma» H TpeOyeT yriryOIeHHOro
oOcnenoBanus. [ acTpoMHTECTHHAIIbHAS CUMIITOMATHKA TMHUIIECBONH CEHCHOWIM3AIlUH, BO3MOXHO,
MAaCKUPYeTCs MPOSBICHUSAMH S3BEHHOTO KOJHUTA, YTO HE JOJDKHO CHWXKATh HAaCTOPOKEHHOCTH
Ji€Jamero Bpadya B OTHOLICHUHU aJNICPTUYCCKUX CUMIITOMOB, T.K. CCHCI/I6I/IJ'II/I33HI/I$[, HECOMHCEHHO,
OKa3bIBaeT OTPUIATEIBHOE BIMSHUE HAa TEUEHHE U TIPOTHO3 OCHOBHOTO 3a00JICBAHUSI.

OnHako HEOOXOAMMO OTMETHTh, YTO paHHEE BBIBICHUE 3a00JICBaHUs, KaueCTBEHHOE
HaOmoIeHne 3a peOCHKOM M IOCTOSHHOE COOMI0/IeHHE PEKOMEHJAIUi MO3BOJIMIN 00eCeunTh
CBOECBpPEMEHHOE (DM3MUECKOE U MHTEIUIEKTYalbHOE pa3BUTHE PEOCHKA.
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COYETAHUE CEMEHMHOU TI'HINIOCHAIUU C HNATOJOI'MEU CEPAEYHOU
CUCTEMBbI

MakapoBa Anactacus BanepseBna, Mbimmnckast Onbsra MBanosna

Kadenpa nerckux 6onesneit aeueOHO-TTPOPHUIIAKTHISCKOTO (haKyJIbTeTa

OI'BOY BO «Ypanbckuil rocyapcTBEHHbBIN MEIUIIMHCKUM YHUBEpCUTET», MuH31paBa Poccun
ExarepunOypr, Poccus

AHHOTAIIMA

Beenenue. [unocnagust — oAMH U3 pacIpoCTPAaHEHHBIX IOPOKOB Pa3BUTHS MOIMITUONIOTHYHON IPUPO/BI, OCHOBHBIM
MPU3HAKOM SIBISIETCS TUCTOTNS HAPY>KHOTO OTBEPCTHUS YPETPHI HA BEHTPAJIBHYI0 HOBEPXHOCTH MM0T0Boro wieHa. Ileian
HCCIeI0BAHUS - TIPOJCMOHCTPHUPOBATE COYETAHNE THIIOCHATUN C IMATOJIOTHSIMHU cepiana. MaTepuaa W MeToAbL
[lpoBeneH peTPOCHEKTHBHBIA aHAJIN3 MEIUIMHCKOW JOKYMEHTAalHMH. AHaIM3 3apyOeKHBIX M OTeYeCTBEHHBIX
myONMKanuii ¢ NCMONb30BaHNEM MOUCKOBOM cucteMbl PubMed. Pesyabrarsl. BesiBieHO coueTanue y JIByX CHOCOB,
POXIIEHHBIX C pa3HULEH B 3,5 rona, THIOCTIaINH C TATONIOTHEH CepALa B BUIE JOTIOMHUTEBHBIX XOP/I JIEBOTO XKEJIy04dKa
(AXJIXK), Muokaparoguctpoduu, CHUKEHUS CepAeUHON (ppakiuy BEIOpOCca, JUIaTallui IEBOTO JKETyl04Ka, y aI[1eHTa
Nel — 6pagnaputmun. O6cy:xkaeHue. Y 000uX qeTel OTMEUaINCh CXOXKHIE KIMHUYECKIE IIPU3HAKU U XapaKTep TeYCHHUs
3a00JeBaHus, 4TO TPeOyeT YIIIyOIeHHOTO TeHeTHYecKoro o0cnenoBanus. BeiBoabl. Coueranue runocnamu, 1XIDK u
MHOKapIHOOUCTPpodH y IBYX CHOCOB KpaiiHe peiko ObIBaeT CilyyaiHbIM, YTO TpeOyeT yIiTyOineHHOTO 00CIe10BaHuA 1
UCKIIOUCHHS] TEHETHUCCKUX CHHIPOMOB, MOHOTGHHOI maronormy (MyTanMH B TCHAX pa3BUTHS CepAla |
YPOT€HUTAILHOIO TPAKTA), MUTOXOHAPHAIBHBIX Oone3Hei. [Ipu paccMOTpeHHH BOBMOXXHOCTH COYETaHHON MaTOJIOTHUN
cepiIa IpH TUIIOCTIATHH HEOOXOIUMO aKTHBHO BBIIBIIITH 3TY MATOJIOTHIO.

KnroueBble ci1oBa: runocnaaus, AeTH, aHOMAJIUH Pa3BUTHA CEPALIA, MHOKECTBEHHBIE IOPOKH

COMBINATION OF FAMILY HYPOSPADIAS WITH CARDIAC SYSTEM PATHOLOGY
Makarova Anastasia Valerievna, Myshinskaya Olga Ivanovna
Department of Children's Diseases
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Abstract

Introduction. Hypospadias is one of the common malformations of polyetiological nature, the main symptomis dystopia
of the external opening of the urethra on the ventral surface of the penis. The aim of the study is to demonstrate the
combination of hypospadias with heart pathologies. Material and methods. A retrospective analysis of medical records
was conducted. Analysis of foreign and domestic publications using the PubMed search engine. Results. A combination
ofhypospadias with heart pathology in the form of additional chords ofthe left ventricle (ACLVC), myocardial dystrophy,
decreased cardiac ejection fraction, left ventricular dilatation, and bradyarrhythmia in patient No. 1 was revealed in two
siblings born with a difference of 3.5 years. Discussion. Both children had similar clinical signs and the nature of the
disease, which requires an in-depth genetic examination. Conclusions. The combination of hypospadias, LVH and
myocardial dystrophy in two siblings is extremely rare and requires in-depth examination and exclusion of genetic
syndromes, monogenic pathology (mutations in the genes of heart and urogenital tract development), mitochondrial
diseases. When considering the possibility of combined cardiac pathology with hypospadias, it is necessary to actively
identify this pathology.

Keywords: hypospadias, children, abnormal heart development, multiple defects

BBEJAEHUE

I'unocnaaus — omuH K3 pacpoCTPaHEHHBIX ITOPOKOB Pa3BUTHS HAPYKHBIX ITOJIOBBIX OPraHOB
Yy MaJIbiMKOB, OCHOBHBIM MPH3HAKOM KOTOPOTO SBISETCS IUCTOMHUS HAPYKHOTO OTBEPCTHS YPETPhI
Ha BEHTPaJIbHYIO ITOBEPXHOCTHh IIOJIOBOTO WICHA. XapakKTEPHBIMH CHUMIITOMaMH 3a00JIeBaHMS
SBIISIFOTCSL  PACIICTUICHUE TOJOBKM TIOJIOBOTO 4WieHa M «(dapTykooOpasHas» KpaWHSsS IUIOTh C
M30BITKOM KOKH Ha TOP3aJIbHOHN U 1e(DUIIMTOM — Ha BEHTPAIbHON MOBEPXHOCTH. TSKECTh MOPOKA U
CJIO’)KHOCTB €TI0 KOPPEKITNH B OOJIBIICH CTETNIEHU onpenesseT AedhopMaliis KaBepHO3HBIX TeJl, KOTopast
BcTpeyaeTcs npumepHo y 25% OonpHBIX THnocnaaueit [1]. B Poccun 15,12 cnydyas na 10 ThIC.
HOBOPOXJCHHBIX [2]. PocT pacmpocCTpaHEHHOCTH THUIOCTAAWH, IMPOJOJKABIIMHCA B TECYCHHUE
HECKOJIbKMX JCCATHIICTHU CBUIETEIBCTBYET O aKTyaJbHOCTH JaHHOTO Tmopoka [3]. HaumGonee
TONYJISIpHAs TPaIaIius TUIIOCTIaAnK TIpeuioxkeHa Barcat B 1971 r. Berenstor ¢popMbl: iepeHIor 65-
70% (royoBuaras, BEHEUHas, TUCTAITBHO-CTBOJIOBas), cpeansis 10-15% (cpemne-cTBONOBAs), 3aHSS
20% (TTpOKCHMaIbHO-CTBOJIOBAsI, MOIIOHOYHO-CTBOJIOBAs, MOIIIOHOYHAsI, TpoMexkHOCTHas (Puc. 1).

lonoe4aTtan
BeHeuHasn

CrBonoBan nepeaHan

Crsonosasn cpegHas

Crsonosan 3agHas

MolwoHo4Ho-
NPOMEXHOCTHaRA

_ MowoHouHas

MNpoMexHoCTHas

Puc. 1. Knaccudukanus rumocnaauu
[To maHHBIM TUTEPATYpHl B OCHOBE MPOUCXOXKICHUS 3aboieBanus, cortacHo J. P. Mettauer
(1842) m Van Hook (1896), nexur «ocraHoBka» AuGPESPSHIUPOBKH IIOJIOBOrO Oyropka u
ypeTpaibHOHN MIacTUHKU. [eHHbIe 1 XpomMocoMmHbIe (1982) ciyxkar nmpudnHON MaiabhopManuu, a
HETEHETHYECKHUE K TU3PYIIIHH, T.€. K BO3HUKHOBEHHUIO aHOMaJIbHOM CTPYKTYphI oprana. I umocrnaaus
YacTO COYETACTCS C APYTUMHU aHOMAIHMSIMU Pa3BUTUS TEHUTAINM, TAKUMH KaK XOpJla, MEaroCTeHO3,
KPUIITOPXU3M HJIH ITaXoBas TPhDKa, PEIKO ObIBAET CMHIPOMAJILHOM MaToiorueid. B mocnemnue roapl

AKTUBHO M3YYarOTCSl FTEeHETUYECKUE IPUUMHBI MHOXKECTBEHHBIX TOPOKOB pa3BUTHUS [3]. Pesynbrarsl
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HCCIIeI0BaHUM CBUIECTENBCTBYIOT O CYIIECTBOBAHMH I€HOB PETYISTOPOB SMOpHOreHe3a, TaKUX Kak
PAX-2, WT-1, BMP-7, BMP-5 u np.

Hapsiny c perynsmueit MmetanedpanibHOTO pa3BUTHS, ITU T€HBI 00€CTIEUMBAIOT MEKTKAHEBBIE
B3aMMOJAECHUCTBUS, KOHTPOJIMPYS pa3BUTHE IVIa3, OPraHOB CIyXa, CEpJeYHOM, KOCTHOW U APYTUX
CHCTEM ME3EHXUMAJIbHOTO MPOUCX0KICHUS. MOKHO MPEANONI0XKUTb, YTO B OCHOBE (DOPMUPOBAHUS
MHOXECTBEHHBIX IOPOKOB PAa3BUTHUS JIEKUT HapyIIEHHWE OKCIPECCUU TE€HOB-PETyIsSTOPOB
sMmOpuorenesza. HacnenacTBeHHble (GOpPMBI THUIIOCTIAJUM MO OTHOUIEHHWIO K HEHACJEICTBEHHBIM
BCTPEUAIOTCA B COOTHOomeHWH mnpumepHo 1:3 (22 mnpotuB 78%). I'mmocmamus wumeer
pactpocTtpaneHue cpeau 6—8% orioB nmpodanaoB u 14% cubdcos [3].

Lear wucciaenoBaHuss — JAEMOHCTpalUs JBYX KIMHMYECKHUX CIIy4aeB C JHArHO30M
TUIIOCTAJUs C COMMYTCTBYIOIIEH MaToJIOTUEN cepala.

MATEPUAJI U METO/JbI

[TpoBeneH peTpOCTIEKTUBHBIN aHAIN3 MEAUITMHCKON TOKYMEHTAIIUH ABYX MajlbunukoB 2012 u
2015 rr. poxnaeHust (cuOCOB), COCTOSIIMX Ha OUCIAHCEPHOM YYeTe y Meauarpa, ypoiora M
Kap/AuoJiora Mo MOBOAY THUIOCHAJWKM M HapylleHUH pUTMa cepaina. B kauecTBe MarepuaioB
WCCTIeI0BaHUS UCIIONb30BANUCH JAHHBIE UCTOPUU pa3BUTHS pebeHka (popmbl Ne 112/y), nannbie
BBIMHCHBIX AITUKPU30B U3 CTALIMOHAPOB U PE3YJIbTaThl 1a00PATOPHBIX U UHCTPYMEHTAIBHBIX METOIOB
WCCTIeI0BaHUS Ha aMOYyIaTOPHOM dTarie HaOIOCHUS, a TAK)KE 3aKITFOYCHUS CIICMAMCTOB. Takke
ObUT TPOW3BE/ICH aHAJIU3 OTEYECTBEHHBIX 1 3apyOek HBIX IMyOJIMKaLIUM ¢ MCTIOJIB30BaHUEM ITOMCKOBOM
cucrembl PubMed, nzyuens! KIMHUUYECKUE peKoMeH1aun Mun3apasa Poccun o teme.

N3ydyeHne HACIEACTBEHHOCTH NOKA3aJio, 4YTO Y POAWUTENIEH MAIBUUKOB OTCYTCTBYIOT
IIaTOJIOTUH MOYEBBIIEIUTEIBHON U CEPJIEUHO-COCYUCTON CUCTEMBI, Y APYTUX POJICTBEHHUKOB —
HEHU3BECTHO.

IMarment Nel: manpuuk, 13 ner (2012 rp.). PebeHok oT mepBoil GepeMEeHHOCTH, EPBBIX
cpouHbIx ponoB Ha 41 nHenene. [lokazarenu ¢u3MUECKOro pa3BUTHUS HA MOMEHT POXKJIECHHUS: Macca
3780r, poct 52 cM, OKpPY>KHOCTH roJIoBBI 35¢cM. OreHka 1o mkane Anrap 7/8 6amioB. bepemeHHOCTH
nmpoTekana Ha (hOHE BEreToCOCYAMCTOM AWCTOHMM MO CMEUIIAaHHOMY THUILy, HedpoITo3a cIpasa.
EctecTBeHHBIE pOIBI OCIOKHWIIMCH IOJHBIM BBINAJCHUEM MPaBOM pPYYKU NPU TOJIOBHOM
npeanekaHuu mioaa. PeOeHOK pomuIics ¢ MoIuAaKTUIUEH: Ha JIEBOM KUCTH TUAarHOCTUPOBAH 6 masier|
— MU3HWHEI] Ha COCYUCTON HOXKKe, 0e3 macTHOoM kocTh. B pomnome nposeaena JJHK-nuarnoctuka ¢
MOMOUIbIO  IIEJICHAIPABICHHOTO CEKBEHUPOBAHUSL  TE€HOB Ui BBIABICHHUS  MYTalUi,
ACCOLMUPOBAHHBIX C MOIUAAKTUINEN. [ €HETHUECKON NTaTONIOTMU HE BBIIBICHO.

[lepumox amantanuu MpoTEKasl OJNATONPUATHO, (U3MOJIOrHUYecKass MOoTeps Macchl 6%.
Bemucan qomoii Ha 3 cyTkH. /[MarHo3 npu BeIMCKE: BPOKIEHHBINA TOPOK Pa3BUTHUS — OJIMIAKTUIIHS,
6 nasen (Mu3MHEI) JEBOW KUCTU. BckapMiuBaHue IpyJHOE [0 IOJyTOpa JIET, BaKIMHALUs B
COOTBETCTBUU C KalleHJapeM NpoduIaKTHYeCKUX MNpUBUBOK. DU3MYECKOe pa3BUTHE MallbuHKa
COOTBETCTBOBAJIO BO3pacTHBIM HOpMaM. Ha MOMEHT uccneoBanus Macca — 35 kr, anuHa — 145 cwm,
YTO COOTBETCTBYET BO3PACTHOU HOPME.

Jluarnos rosioBuaras (hopma TMIoOCHauy BbIABICH CIy4yaliHO Ha IpueMe y ypoJora, B 12 et
(Puc. 2). Ilo 3akmrouenuto Y3U: BapuKO3HOE pacIIMpeHHE BEH MOIIOHKU cleBa 1-2 CTemeHwu.
Hapy»xHble 11010BbIe Opranbl CPOPMUPOBAHBI IO MYKCKOMY THITY, COOTBETCTBYET Bo3pacty. [losoBas
¢opmyna: Ax 1 Pb 1 Fa 1. [lonoBoii unen npsimoii, 10 5,5 cMm. KpaiiHssa ninots GpU3noIornueckoi
OKpacKH, HE paciierieHa. [ 0J10BKa BBIBOTUTCS MOJHOCTHIO, (HU3UOIOTHYECKO (hopmbl. MomoHka
ACUMMETPHUYHA, 32 CYET BAPUKO3HO PACIIUPEHHBIX BEH JIEBOTO SIMUKA, Mayblanus 0e30071e3HeHHA.
[Ipo6a BanbcanbBbl cOMHHTENbHA. SIMUKKM Ha JHE MOIIOHKH C JBYX CTOPOH. XHUpypruyeckas
KOPPEKLIMSI TUIIOCTIA/IY HE NTOKa3aHa.
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Puc. 2. [Tanuent Nel: Tonopuaras ¢opma runocnaiuu

Taxoke ManpuuK ¢ 11 JIeT COCTOMT Ha y4eTe y KapIroJIora ¢ JHarH030M MHOKapINOAUCTPODHs
COUETAaHHOIO reHes3a, Opaauaputmusi, Gppakuus BeiOpoca (PB)=62%, nomosHUTENbHBIE XOpPAbI B
JIEBOM JKEJIY/I0YKE: CPEIMHHO-aNuKaJIbHbIE, alTMKAJIbHBIE.

W3 npyrux narojoruil y pebeHka ecTb HeBpOJIOTHYEeCKHe OTKIOHEHHS. OH COCTOHUT Ha y4eTe
y HEBpoJIOra ¢ 2 Mecs1eB, JUarHo3 BHyTpHuepenHas runeprensus. Janee nHabmronasics y HeBpoJora
U Joronefa € 3aJep)KKOM pedeBOro pas3BUTHs, Iocelian crnenuanusuposanHoe JJIY
JIOTOMETUYECKOTO POMHIISI U JIOTOTIETUUECKUE KIACChl HauadbHON KOPPEKIIMOHHOM TKOJIBL. B 7 et
mo pesynsrataMm MPT romoBHOro Mo3ra YCTaHOBJIEH JUArHo3: JIeHKOdHIIe(aIonarus,
MEPUBEHTPUKYIIAPHbIE KHUCTHL. Ha JaHHBIE MOMEHT COXpaHsieTcss AMcIanus u Aucrpadus,
BHYTpHUUEpENHas TUIIEPTEH3Us, YaCThIE TOJIOBHBIE OOJIM CO PBOTOM.

[Tanuent Ne 2: manpuuk, 9 ner (2015 r.p.). OT BTOpbIX cpouHbIX ponoB (Ha 41 Henene). [Ipu
poxxkaennu: Mmacca — 3800 1., pocT — 55 cM., OKpYyKHOCTb roJIoBbI — 34 cM. OrieHka 1o mkajae Anrap
7/9 6annoB. bepemenHocTh MpoTekana Ha (POHE TOKCHKO3a 1 MOJOBUHBI, KOJBIUTA B 3 TpUMECTpeE,
Hedponroza cmpaBa. Y pebOeHka BHyTpuyTpoOHO juarHoctupoBaym JIMIXKIT (medexr
MEXOKEITYI0YKOBOM MIEPEropoIKy ), OJJHAKO MOCIIEe POXKICHHS AUAarHO3 He MOATBepAMIIcs. Beinucan u3
pomoma Ha 3 CyTKW, JAMArHo3: BPOXKICHHBIM IMOPOK — TUIIOCHAAus TrosoByaras ¢Gopma,
COITYTCTBYIOIIIAsl TPAH3UTOPHAs TUNorIMKeMHust. HeoHaTanbHBIN U TPYIHON epuoAbl MpoTeKaIn 6e3
0COOCHHOCTEH, BCKapMJIMBaHUE TpPyJHOE 10 MOJyTOpa JET, BaKIHHAIUs B COOTBETCTBUU C
KaJIeHJapeM NpOoQIIAKTHYECKHX MPUBUBOK. HepBHO-ncMXuyeckoe U (U3NYECKOe pa3BUTHE
MIPOTEKAJIO B COOTBETCTBUE C BO3PACTHHIMU HOPMAMHU.

[lepBoe oOpamenue k yposnory B 1 roa. /lmarno3: rumocmajus, rojoByarasi ¢opma 0e3
HCKpuBIeHus nonoBoro wieHa (Puc. 3). 3akioueHne ypoiora Ha MOMEHT UCCIIEI0OBAHUS: Hapy KHbIE
MOJIOBBIE OpraHbl c(hOpMHUpOBaHBI TMpaBHIBHO, MO MYyxckomy Ttuny AxIPblFal. Hapyxnoe
OTBEPCTHUE YPETPhI HAa TOJIOBKE, IIOJOBOM WIEH NPSIMON, KpallHAs IIJIOTh PaCILEIICHa, ASUYKH Ha THE
MOIIIOHKH € JBYX CTOpOH. OrneparuBHOE JIEUEHUE HE MTOKa3aHo.

JloTIOTHUTENBHO COCTOUT Ha y4eTe y KapAMuoJIora ¢ 8 JeT, AUarHo3: MUOKapAnOauCcTpodus
COYETAaHHOI'O IeHe3a, YMEpEeHHas JHIaTalys JIEBOro >KEIyJ0uyka CO CHUKEHHEM COKpPAaTHTENIbHOU
¢bynkuuu, pakuus Beiopoca ®B=53%, Hanuuue MOMOIHUTEIBHBIX XOPJ B JIEBOM IKEIyIOUKe
(cpenuHHO-anMKalbHbIE, alUKalbHbIE), HapylIeHHE MPOBOAUMOCTH IO MpaBod HOXke [Huca,
BEepTUKaJbHAsg OCh cepaua. bl Takke oOCieIoBaH TIeHETHMKAMH, T'€HETHYeCKas IaToJIOTHs
HCKIIIOYCHA.
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Puc. 3. ITaumenT No2: Tonosyarast popma runocmnaguu

OBCYXJIEHHUE

B o0oux cnyudasx uMmeeTcs MOXOXkas KJIMHHKA: COUETAaHWE AHOMAIHUM JBYX CHUCTEM —
MOYETIOJIOBOM | cepaua. McciaemoBaHusi 3TOM COYETAHHOM MATOJIOTHMU IMPOBOISATCS BO MHOTHX
cTtpanax mupa. Tak, mo manHeM aHanu3a nposeneHHoro A.K. TumyxoBoit [u ap.] B Uysamickoit
PecnryOnmkanckoit neTckoit kianHmndeckoi oompauUIe 32 2011-2013 1. 13 135 00cnen0BaHHBIX ACTEH
¢ BpoxaéHHbIMH nopokamu cepana (BIIC) Obuto BeisiBieHO 72 pebénka ¢ BIIC B codetanuu c
JIPYTHUMHU TIOpoKaMHu pa3BuTus u eme 63 pedEuka ¢ BIIC B coderannm ¢ XpOMOCOMHBIMH
HapymeHusmMu. Camoli MHOTOUMCIIieHHOH Obita Tpynma nereit ¢ BIIC u BpoxaEHHON marojaorueit
MOYETIOJIOBOM cucTeMBbI (32%), rumocnaaus orMedanack y 9% [5].

Knmuanueckue uccnenoanus, mpoeaeHubie B Kutae B 2020-2021r. YOn Xya Jlun [u gp.].,
MOKa3aJIk CBS3b BPOXKAEHHBIX MTOPOKOB cepalna U runocnaauu. M3 7 385 nmereld My»KCKoro mosna ¢
BpPOXKJIEHHBIMH Mopokamu cepana y 134 (1,81%) Obuta ob6Hapyskena runocnaaus (0,33%-0,40%)
(P<0,01). YacroTra runocmaanu Obljla 3HAYMTEIBHO BBIIIE B TPyNIax JaedeKrra MEeX KeIyI04KOBOM
neperoponku (65/3 275, 1,98%), terpager ®ammo (17/770, 2,21%), makpoanruonarun (15/788,
1,90%) u nmpyrux BpOKISHHBIX aHoMmanuii cepaua (21/972, 2,16%), uem B rpymmax aedexra
Mexmnpencepanoi meperoponku (10/1 015, 0,99%) u oTkpeITOoro aprepuanbHOro mpotoka ( 6/565,
1,06%) rpymn (P < 0,05). ABTOpBI CcTaTbu IPUXOIAT K BBIBOAY, YTO THUIIOCIAJHS SBISCTCS
pacrpoCTpaHEHHBIM COMYTCTBYIOIUM 3a00JICBAHUEM y JIETEH MY)KCKOTO Ioja C BPOXAEHHBIMU
nopokamu cepzma. Yactora BOSHUKHOBEHUSI TUIIOCHAANU 3aBUCUT OT THUIIA BPOXKAEHHOTO MOPOKA
cep/Ia, U 3TH JBE MaTOJIOTUH MOTYT UMETh HEKOTOphIE OOIIME MaToreHeT NYeCKue MeXaHU3Mbl U
3THONIOTHYECKHE (PaKTOPHI [6].

Pe3ynbrarbl KOrOPTHOTO PETPOCHEKTUBHOTO HCCIEAOBAaHUE MO JAHHBIM MOMYISIHOHHBIX
MPOrpaMM 10 HAOIIOICHUIO 32 BPOXKACHHBIMU JePEeKTaMu y BCEX MJIQJICHIICB pomuBIIMXCs B 11
mrarax CIIA ¢ 1.01.1995 o 31.12.2014 rr. BbIABAIM, YTO U3 7 MUJUIMOHOB POKIEHHBIX MAJIBUNKOB
y 1485 ManpuukoB ¢ THIIOCTIAUEN COYETaIUCh ¢ Mopokamu cepama B 5,8 pa3 (95% U, 5,5-6,1)
yaiie, 4YeM y MaJIbuuKoB 0e3 runocnaanu. Takxe mokazano, uro puck passutus MbC y ManbunkoB ¢
runocniagueit 601 B 1,5 (95% AU 1,3-1,8) pasa Belmie, 4eM y MaIbIUKOB O0€3 Turnocnaanu [7].

Takum 00pa3oMm, MpU YCTAHOBIECHWU OUATHO3a TUIMOCHAJAUM IEJIECO00pa3HO MPOBOIUTH
KOPPEJSIUIO ¢ BO3MOXXHBIMU aHOMAJIMSIMHU CEPJICYHON CUCTEMBI, pAHHEH TUAarHOCTUKH CEPACYHBIX
MATOJIOTHH, MPEeIOTBPAILCHHUS OCIOKHEHUH. Y 000MX MalueHTOB C BPOXKACHHOH THMIocnaauei
ciayyailHO ObUla  BBISABJICHA  JIONOJHHUTENBHBIE XOpAbl  JieBoro  kenmymouka  (JIXJDK),
MUOKapAXOOUCTPO(Hs, CHIDKEHUE ceplieuHON (paKIuu BEIOpOCa, MUIIATallKs JIEBOTO JKETYyI04Ka, Y
namuenTa Nel — OpaauapuTmusi.

BbBIBO/IbI

1. Coueranue runocnaauu, JAXJDK u muokapauoauctpoguu y 1Byx cuOCOB KpaiiHE peaKo
ObIBaCT CIydalHBIM, 4TO TpeOyeT yDIyOJEHHOTO OOCIEIOBAaHUS M WCKIIOUCHUS TCHETHUYECKHX

919



cuHapoMoB (Hampumep, Jdu/lxopmku, HyHaHn, np.), MOHOT€HHO# maroyioruu (MyTalMH B TeHaX
pa3BUTHSI CEPILIA U YPOTEHUTAIBHOIO TPAKTA), METAO0INYECKUX HAPYLIEHUHN (MUTOXOHIpUATIbHbIE
0o1e3Hn).

2. B03MOKHO HCIIOIB30BAHUE ONITUMAITBHOTO aJITOPHTMA — SK30MHOE CEKBCHUPOBAHUE TPHO
(o6a pomutens + peOEHOK) AJIs BBISBICHUS MATOTEHHOTO BapHaHTa.

3. Ilpu paccMOTpPeHHH BO3MOXKHOCTH COYETAHHOHM IAaTOJOTHH CEepIla MPU THIIOCIIAUH
HEOOXOMMO aKTUBHO €€ BBLIBISATH, YTO MPHBEAET K CBOEBPEMEHHOW JMAarHOCTHKE, a TaKkKe
NMPpOoUITAKTUKE OCTIOKHCHUH.
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AHHOTALIMA

Beenenmne. B ctarbe npencraieHo onucaHye KIMHNYECKOTO CITyyasi apaxHOUAAbHOW KUCTHy peOeHKa, 00HapyKEHHOM
Ha (poHEe MEHMHIOKOKKOBON HH(EKINH, TIOCIIE KOTOPOH pa3BHiIach HEHpOCceHCOpHast TyroyxocTh. Llesb nccienoBanus
— IPOAHAIU3UPOBATH KIMHUYECKUH CITyyail apaxHONJAIbHON KUCTHI JIOOHO -BUCOYHOM 00NAaCTH ¥ Pa3BUTHE TYyTOYXOCTH
y pebeHka B 1 ron 1 mecsiiy Ha (hOHE MEHHHTOKOKKOBO# HH(EKIIUH, COOTHECTH C PE3YyJIBTaThl C JAaHHBIMU JIUTEPATY PBI C
LIEJIBIO OIPEACNICHNs BAPUAHTOB MPOTHO3a. MarepuaJ u MeToAbl. [IpoBeeH peTpOCIEKTUBHEBIN aHAIN3 aHaAMHe3a
KU3HU W MEIUIUHCKOM JOKYMEHTAlWH aleHTa ¢ apaxHouaanbHoH kuctoi. Pedynbrarel. Pebenky nposemn KT
TOJIOBHOTO MO3ra JUisi MCKIFOYEHUS] OCJIOKHEHUH MEHHHTOKOKKOBOM HH(MEKIMH W OOHApYXKWIH OOJbIIYIO
apaxHOUJAJIBHYIO KHCTY B JIOOHO-BHCOYHOMW 00NacTu crpaBa ¢ KoMmrpeccuei npaBoii remucdepsl. [Ipu npoBenexnn
ayAOMETpHUN OOHAPYXWIM CHIDKEHHE CiyXxa. MEHHHIOKOKKOBask MHPEKIHMs M apaxHOWAaIbHAs KHCTAa — 3TO
HEe3aBHUCHMBIE 10 CBOEMY IPOUCXOKIECHUIO COOBITHS, OHAKO MOSIBIICHUE 04arOBOH CUMITOMATUKH MOXET OBITh CBSI3aHO
¢ Tsokenoi mHpekueit. BeiBoabl. Xupyprudeckoe jgeucHue oyaeT 3G pekTrHBHBIM y TaHHOTO pebenka. [locre ymaneHust
KHCTBI BO3MOXKHO BOCCTaHOBJICHHE CITyXa, €CIIM K€ HEPB JOCTATOYHO IMOPAKEH, B OyIyIIeM MOHATO0UTCS KOXJIeapHast
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