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B nocnennue necatuneTus B neIuaTpuueckoi Hepoaoruu mpoodaemMa NOCTENEeHHOTO U HEYKIIOHHOTO POCcTa
4acTOTbl BPOXKJIEHHBIX TOPOKOB Pa3BUTHS MOYEK U MOYEBBIBOASIIMX IyTEH YCIOKHMUIIACH YBEIMYEHUEM
CITy4aeB TsDKEJIBIX COUETAaHHBIX aHOMAJIMH, KaK B paMKax MOYEBOM CUCTEMBbI, TaK U B KOMOMHALIUH C TIPYTUMHU
OpraHaMHu.

Bpoxnenusimu nopokamu pa3sutust (BIIP) opranos moueBoii cuctembl (OMC) Ha3bIBaloT cTaOUIIbHBIE
aHATOMUYECKHE AHOMAJIMM Pa3BUTUS MOYEK M MoueBblaenuTenbHOU cucteMbl (MBC), BO3HHKaroue moj
JeMCTBUEM TEpaTOreHHbIX (PAKTOPOB, N€HETUYECKHMX MYyTaluid, JTUOO Ipyrux HEeuJIeHTU()UIUPOBAHHBIX
NPUYHMH, CHOCOOHBIX MPUBECTH K OCTPOMY WJIM JJIUTEILHOMY HApyIICHHIO (YHKIUH IOYEK, PAa3BUTHUIO
Hedpockieposza. Cpeau Bcex MpeHaTaabHO JUarHocTupyeMbix nopokoB anomanuu OMC coctasistot 15-17%,
3aHHMMasl OJJHO U3 NEPBBIX MECT B CTPYKTYPE BPOKIECHHON NIATOJIOTUU OPraHOB U cucTeM [1].

ITo 3abaiikanbckoMy Kparo pacnpocTpaHeHHOCTh BIIP opraHoB Mo4eBOH cHCTEMBbI MO-TIPEKHEMY HMEET
TEH/ICHIIUIO K POCTY ¥ CTa0MIIBHO 3aHMMaeT 2 MECTO MOCJIe aHOMAJIM cep/ilia U COCY0B, COCTABIIASA B CPETHEM
ot 0,5 1o 7,5 ciiyuaeB Ha 1000 HOBOPOXKAEHHBIX, YTO COMOCTABUMO C OOIIEPOCCUICKUMU TaHHBIMU [2, 3].

EBponeiickas accouunanus yposoros B 2010 r. npeanoxuia KiaccupuKauio BpokIeHHbIX cocTostHuii OMC,
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OTIIMYHYIO OT MPEXKHEH, SIBIAIOMIAsACA aKTyalbHOM MO Cell JeHb, COTIACHO KOTOPOM BBIAETSIOT 5 OCHOBHBIX
tunoB BITP OMC: tun | — nonukucro3nple 3a0oneBaHus mouek, Tum II — BpoxkaeHHbIE aHOMATUH TIOYEK U
moueBoro tpakrta. K Il Tumy npuuncieHsl BpoxkAeHHbBIE TyOyI0-UHTEPCTUIIMATBHBIE CHHAPOMBI/KUCTHI; K [V
— KHUCTO3HbIE HEOIJIa3Mbl U HEOMIJIACTUYECKHE KUCTHI; K V TUITy — CMEIIaHHbIe KUCThI. BpoXk/IeHHBIE TOPOKU
pa3BUTHS OYEK U MOUYEBBIBOIAIINX MyTeH, Haxosch B cocTane I Tuna mopokos, kiaccuuImupyoTcs, B CBOIO
odepenb, Ha rpynmnbl A, B, C u D, BeTpeuaroiuecs Kak OTeIbHO, TaK U B COYETaHUU APYT ¢ Apyrom. [Ipu aTom
rpynmna A cOCTOUT U3 moArpynm: 1) AreHe3uu U IWCIUIa3uM modek; 2) Jucrmasuu — cnopaandeckue oJHO-
WM BYCTOPOHHME, CUHIPOMaJbHbIE, HECHHIPOMAIbHbIE, MHOKECTBEHHBIE BPOXKICHHbBIE TIOPOKHU Pa3BUTHS,
HaCJIeICTBEHHBIE AuciIa3uu. [ pynna B BkiIrouaeT pa3inuuHble BUIbI THUIIOIUIA3HH MOYEK — MPOCThIE OJJHO- HIIN
JIBYCTOPOHHHUE, OTUTOMETaHE(hPOTUUECKUE, KKOPTUKATBHBIEY, CHUKEHHOE YHCII0 He(PPOHOB (HETOHOIIIEHHBIE C
AKCTpeMabHO HU3K0H Maccoit Tema (OHMT)). I'pynma C npencrabiena aHOpMaJIbHBIMUA (POPMOIA, TTOTOKEHUEM
U KOJIMYECTBOM: POTAallMs MOYKH, MOYEYHAs] SKTOMHs (CIMBIIKECS MOYKH, H00ABOYHBIE, B COUETAHUU C A,
B umu D), a B rpynny D npuHATO OTHOCHUTH aHOMAaJIMHM MOYETOYHHKOB M MOYEHCITYCKaTEIIbHOTO KaHala,
MUEJIOYPETPATILHOTO CErMEHTA, YABOCHHE/PA3IBOCHHE MOUYETOYHHKOB, My3bIPHO-MOUYETOYHUKOBBIN pediarokc
(ITMP), mepBUYHBII MeraypeTep, IKTOMMPOBAHHBI MOYETOYHHK (3aJHUH KJIallaH YPETPhI, B COYCTAHUU C A,
B, C).

K konmuuecTBeHHBIM MOPOKaM OTHOCST areHe3ulo, aria3uio, 100aBOUYHYIO MOYKY, YIBOCHHE; K TO3UIIHOHHBIM
— JIHCTONHIO, HEe(PpONTO3, poTalHio; K HApYIIEHHBIM (GopMaM — MOAKOBOOOpPa3HYyl0, rajieroodpasnyto, L-,
S-06pa3Hble MOYKU. AHOMAITUHU PACTIONIOKEHUS MTPOSBIISAIOTCS TOMOJIaTepalIbHOM (TOpaKalbHOM, MOSCHUYHOM,
MOMB3AONIHON ¥ Ta30BOW) WM TeTepoiaTepalibHOW (TIepeKpecTHOM) maucromnueit. OTaenbHbIE TPYIITHI
MPEJICTABISIIOT M3MEHEHUs] Kanuopa, (OpMBbl, KOJIWYECTBA MOYETOUYHHUKOB, MOYEBOTO IY3bIpS U YPETPHI;
MATOJIOTHSI CTPYKTYPBI apTEPUANTBbHBIX, BEHO3HBIX, TUM(paTHUECKIX MOYEYHBIX COCY/IOB, a TaK)XKe HapyIICHUs
unHepBauuu OMC, Hepenko ¢ CHHIPOMOM HEMPOT€HHOTO MOYEBOTO My3bIps. K KHUCTO3HBIM aHOMAaNUSM
MPUYUCISIIOT TOJUKUCTO3bI, MYIBTUKHCTO3bI, COJUTApPHBIC, MYJIBTHIOKYJISIPHbIE KUCTBI, ry0uaTas MOYKa,
YalIeyKoOBbIM TUBEPTHUKYI MOUKH, coueTatomuiics ¢ YJIC, mpu 3Tom, 3aHUMAast MECTO B TAPEHXHUME, CHUKAIOT
GUIBTPaAIMOHHYIO U peadCOPOIMOHHYIO €€ MOBEPXHOCTH. AHOMAaJIbHO Pa3BUTHIC MOUYKH U MOUEBHIE MTyTH HE
TOJILKO MMEIOT OCOOCHHOCTH KpOBOOOpAIlleHHs, MHHEPBallMH, 00 WX MPUOOPETAIOT B MOCIEAYIOUIEM, HO
U XapaKTepU3yIOTCSl CHIKEHHEM MECTHBIX UMMYHHBIX CBOMCTB yposmuTtenusi U uHTepctunus. [locnennue
MPUBOASAT K BTOPUYHOW OakTepuanbHOW HH(GEKIHMH, MOCKOIbKY MEXaHW3MbI 3alIUTHl MPEACTaBICHBI U
CHOCOOHOCTBIO TONJEPKUBATh (DU3MOIOTHUECKYI0 YpPOIMHAMUKY, Onaromapsl MOCTYIMaTelbHON padoTe
OTAENbHBIX YYaCTKOB MOYEBOTO TPAKTa M CO3/IaHUA, TEM CaMbIM, HEOIArOMPHUATHBIX YCIOBUH K (pukcanuu u
pPa3MHOXEHHUIO OAaKTepuH, a ellle U CIOCOOHOCTH yPOAMUTETUsI CHHTE3UPOBATh BaKHbIE HIMMYHHBIE KJIETKH,
B TOM YHCJIE U3-32 MOJHOIEHHOCTH €r0 KPOBOCHAOXKEHUS W TOAaYl HEOOXOMUMBIX HEPBHBIX UMIYIbCOB [3-
5]. Tatonoruuecku M3MEHEHHas] AMHAMUKH MOYH — JIOCTAaTOYHO PETYISIpHOE M OOBSICHHUMOE TMPOSBICHUE
CTPYKTYPHBIX HapyIICHUH MOUYEBBIBOASAIIMX ITyTeH, Ha3zbiBaeMoe 0oOCTpyKTHBHOW ypomatuei (OY), 4uro, B
CBOIO OY€pe/ib, 3HAYMMO YXY/IIAeT MPOrHO3 MOPOKA B 3aBUCUMOCTH OT CTETIEHHU €€ BBIPAKEHHOCTH.

[IpencraBinenst OY aHOManUsIMH MOUYETOYHHKOB (CTEHO3BI, YABOCHHS, HKTOINHH), MOYEBOTO ITY3bIpS,
ypeTpsl (AUBEPTUKYJ, 3aJHUN KIamaH, ypeTrepolene M T.II.), My3bIPHO-MOYETOUYHUKOBBIMU DPEQIIOKCAMH,
ruapoHedpo3amu, ypereporuaponedpozamu u ap. [To 3abaiikanbckomy kparo 3a 2018 1. cpenu BpoxaeHHBIX OY
JTUAMPYIOT HAPYIICHUS TPOXOJMMOCTH YaIlIEUHO-IOXaHOYHOTO CETMEHTa, MOYETOUHHKA, COTTPOBOXKIAIOIIIUECS
ruipoHeppo3oM, ypereporuaponeppo3om, uto cocrapiseT 36,5%, u nuenoskrazuu (27%), nanee — B 13,9%
CIIy4aeB BCTPEYAIOTCS pPAa3NUYHble BAapUAHTHl JUCTONMUN MoyeK. [ly3bIpHO-MOUYETOYHHKOBBIE DPEQIIOKCHI
(omHO-, ABycTOpOHHUE), 3aHuMaloT 4 mo3unuio (11%), nanee unyt kucro3Hsie anomanuu — 8,1% ciydaes, u
octaBmuecs 3,5% - IpUXoAATCs Ha JOJIO IPYTHX BPOXKACHHBIX 00CTPYKTUBHBIX HapyIIeHui [7].

Oco0oe mecTo B cTpykType cinoxHbIXx mopokoB OMC 3anumaer CACUT—cunapom (congenital anomalies of
the kidney and urinary tract, uau BpokJI€HHBIE aHOMAJIMK MOoYeK M MoueBbIX myTed (BATIMII)), onucanHbIi
B 1998 rony E. Yerkes m H. Nishimura, BkItouaromuii BpOXKJIECHHYIO COYETAHHYIO AHOMAJIHMIO TIOYKH W
MOUEBBIBOSAIINX MyTeH, U BbI3bIBaronmii 6onee 50% cimyudaeB xponudeckoi 6osnesnu mouek (XBIT). ['enes
CHUHJpPOMA, KaK U B cllydae APYTUX MOPOKOB MOYEK W MOYEBOTO TPaKTa, MYAbTU(AKTOPUANBHBI U HE 10
koHna uiydeHHblil. CAKUT-cunapom knaccuuuupyroT Ha M30JUPOBAHHBIN, (HOPMUPYIOLIUICS B paMKax
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MOYEBOM CHUCTEMBbI, 3HAUUTEIHHO MPEOOIaTAIONINI IO YaCTOTe, U CUHAPOMAIIbHBIN, KOTOPBIN MOIpa3yMeBaeT
couetanue BITP OMC ¢ anomanusimu pa3zBUTHs ApyTrux opraHoB U cucrteM. Cpeau nzonupoanHoro CAKUT
npeobnagaror [IMP u ypereporunponedposbl. Cpenu aHoManuil pa3BUTUS HEMOCPEICTBEHHO IMOYEK MPHU
CAKUT-xoMOnHaMu yarie AMarHOCTUPYIOTCS TUITOIUIAa3Hsl MOYEK, aHOMAIIUU KOJTMYECTBA M PACIIONIOKEHUSI.
ITo pesynpraram uccienosanuii E.B. JIsicoBoii u H.J[. CaBenxoBoii (2017), uacrora CAKUT B aTHONMOTMYECKOM
ctpykrype XBII ctaguiit C1-5 cocraBnsier 56,5%. Cunnpomanbubiiit CAKUT-cunipom BeTpeyaeTcs, H(pUMEPHO,
y 6% neteil, mpyu 5TOM U3BECTHBI KOMOMHAIIMH C BPOXKICHHBIMHU IMOPOKAMHU PA3BUTUS CEPICUHO-COCYAUCTOM,
IIEHTPaJbHON HEPBHOW CHUCTEM, OIOPHO-IBUTATENIbHOTO ammapara (cuHapom Rubinstein—Taybi), oprana
3pEHHUsI, TOJIOBHOTO MO3Ta (X-CIETICHHBIA PEIeCCUBHBIN OKyIoIepeOpopeHanbubiii Lowe-cuaapom) [8].

Taxke COBMECTHO C T'€HETHKaMM YCTaHABIIMBAIOTCA OCTAaTOYHO PEAKHE, HO OYEHb €MKHE MO aHaTOMO-
(GbU3MONIOrMYECKOMY — acleKTy TMOpOKH, oOpasyrollue pa3iuyHble TEeHETUYECKHE MYJIBTHOPTaHHbIE
cuaapomel: Cunzapom Laurence-Moon-Bardet-Biedls, Bkmrodarommii 3aiepKKy yMCTBEHHOTO pa3BUTHS,
ONUroppeHunIo, N30BITOUYHYIO Maccy Tejla, TUIOIJIA31I0 MOYEK U TIOJOBBIX OPTraHOB, BHICOKHI MU TUTAHTCKUI
pOCT, TEeMepalioNHio, MUTMEHTHYIO JereHepalui0 CeT4YaTKH, aHOMalluu depera, JUcIia3uio pedep,
MPOTPECCUPYIONIYI0 JTAOMPUHTHYIO TIIYXOTY, MOPOKH cepaia, rurnepmMoomibHOcTh cycraBoB;, VACTER-
accouuanus (T03BOHOUHBIE 1e(DeKThI, aHallbHAS aTpe3usi, TPAXECOMHILEBOIHbIN CBUIN C aTpe3rell muieBoaa
win 6e3 Hee, aHOMAaJUU Jy4eBOW KOcTH, pasiauuHble mopoku MBC), cHHAPOM «4epHOCIMBOTO >KHUBOTa»
(MHOTOHHUSL MBI KeNyAKa, KPUNTOPXU3M, TUAPOHE(DPO3 W/WIH My3BIPHO-MOUYETOYHHKOBBIM peduiokc u/
WIN MeraypeTep, aHOMaJuH YypeTpbl); cuHapoM JKyOepa (mOpOK pa3BUTHS TOJIOBHOTO MO3ra — ceMenHas
areHes3usi yepBsi MoO3keuka ¢ agusMopduzmom, aud@y3HOl MBIIIEYHONW THUMIOTOHHUEH, aTakchel, YacTo
CTBOJIOBBIMU HapYyIICHUSMHU, TTIa30[BUTATEIBHON amnpakcuell B COYETaHWHM C PETHHAIBHBIMH aHOMAIUSMHU,
XOPUOPETUHATHHBIMU KOJIOOOMaMHU, MOUJAKTHIINEH, pa3IMYHON TOYeYHON aToorueit); CHHApOM Mekkens-
I'pybepa (umunuonarus, BCTpeyaromiasicss UCKIIOYUTENbHO B DUHISHANWM, MPOSBIAIOMIAACA MOIUKHCTO30M
nouek, anomanusmu paszputusa [IHC — 3areuiounoe sH1edanonene, GuOpo3oM MedyeHu, MolugakTHIne) u
MHOTHE Jipyrue [4].

OO6ctpykTuBHBIE yponatuu, Bxoasmue B coctaB CACUT—cunapoma coctasistoT A0 50% oT Bcex MOPOKOB
OMC u 6onee 70% ot Bcex KOMOMHUPOBAHHBIX aHOMAJIMIi MOYEK U MOYEBOTO TpakTa [8].

MHOTOKOMIIOHEHTHOCTh U clokHOCT BAP OMC, ko Bcemy, omnpeaenseT U BapuaOEIbHOCTh KIMHUKO-
1a060PaTOPHBIX MPOSBICHUINA: OIMH OPOK PA3BUTHS MOYEBOW CHCTEMBI HEPEKO MACKUPYET APYTOid, OTBIEKas
Ha ce0s1 BHUMaHue KIIMHUIIUCTOB U HHCTPYMEHTAIUCTOB. MI3BeCTHO, UTO y IeTel ¢ MMy3bIPHO-MOYETOUHUKOBBIM
peIIIOKCOM TOTMKUCTO3 M THAPOHEPPO3 TMOYEK BCTPEYAIOTCS dYalle, YeM JpPYrue TOPOKH IOYeK.
[TonkoBooOpa3Hasi mouka MoABEpKeHa B OOINbIICH CTEMEeHH TpaBMe, HACIOCHUIO MUKPOOHOTO BOCHAJICHUS,
KaMHe0oOpa30BaHUIO, TUAPOHE(DPO3Y, TOITOMY MHOTAA U3HAYAIBHO MOXHO OOHapYyXHUTh UMEHHO yKa3aHHbBIE
MATOJIOTMYECKHUE COCTOSIHUS, a OCTABIIYIOCS COCTABIISIONIYIO BBISIBUTD IPU 0oJjiee YITyOlieHHOM 00ClieZIOBaHuN
[4, 10].

3HaHHWE DJTaloOB OpraHoreHe3a IO3BOJSIET HE TOJNBKO MPEANONIOKUTh BEPOSTHBIE MPUYMHY H CPOKH
pa3BUTHS MOPOKA, HO U, IO BO3MOXHOCTHU, MPEIOTBPATUTh €€ BO3ACHCTBHE U BO3HUKHOBEHHE aHOMAIHH Y
nocaenyomux Aeteil. Hanmpumep, Ha 3-4 Henene BHyTpuyTpoOHOTO pa3Butus (BYP) — Ha ctaguu npeamovku
WK IpOHEeppoca MOTYT 00pa30BaThCS PeHANIbHAS aT€HE3Us C OTCYTCTBHEM I'OMOJIaTepaIbHBIX OJIOBBIX JKEJe3,
JIETKUX, HA/MOYEUHUKOB, OusiarepaibHas areHe3usi, cuHapom Ilorrepa — peakoe BpoxaeHHOE 3a00JI€BaHUE,
nuarHoctupyemoe ¢ yactoroit 1 Ha 2000-5000 »)uBbIX HOBOPOXKIEHHBIX, onpeaensemoe Beero B 0,2-0,4% Bcex
CIIy4aeB ayTONCUN MEPTBOPOXKIEHHBIX U YMEPIINX B PAHHEM HEOHATAILHOM MEPHUOJIe, XapaKTepU3yIoIIeecs
aHOMAJIHMSIMH CTPOCHHUS CKeJIeTa, THUIOIUIa3ueil Ierkux, TsSHKeJIbIMUA TopoKamMu pa3BuTus rmoyek. Ha 5-6 nenene
(cramuu Me3oHedpoca) BO3MOXKHO (POPMHpPOBAHHME MOYEYHOW areHe3uu, PYAUMEHTApHOTO MOYETOYHHUKA,
YPOPEKTAIbHBIX POTOKOB; HA 8-9 Hepene recTauu (Mepuoj] pa3BUTHS OKOHYATEIHHON MOYKH — MeTaHedpoca)
COOTBETCTBYET OpraHu3alnus MYJbTUKHUCTO3HOW MOYKM, KJamaHa 3aJHed ypeTpsl, yperepouene; ¢ 10-11
HezleNiel CBS3bIBAIOT MOSIBICHHE Pa3HOOOpPa3HBIX MOPOKOB Pa3BUTHSI JIOXAHOK U Yalmiedek. B Oonee mo3nHue
CpOKU (POPMHUPYIOTCS pa3IMYHbIe BAPUAHTHI TIUCIUIA3Uil, I€TCKHE M B3POCIbIE TUIIBI KUCTO3HOH Oose3nu. 1o
Mepe 3aBepineHust HeporeHnesa — k 34-36 neaene BYP HoBbIX HeppoHOB y 110712 1 peOeHKa HE 00pas3yeTcs,
HO UX TIOJTHOLIEHHOE CO3PEBaHME MPOUCXOAMUT TOJNBKO K JOIIKOILHOMY Bo3pacty (3-7 jet). CTOUT OTMETHUTH,
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yto 10-14% nereii ¢ BIIP OMC poxaarorcsi ¢ TEMH WIM UHBIMA aHOMAJIUSIMU MOYETOJIOBBIX OPraHOB, UYTO
SIBJISICTCS CJIEICTBUEM OOIIETO HCTOYHHKA MX pa3Butus [10,11].

Yarie Bcero Ha MOBEPXHOCTh KIMHUKO-AMAarHOCTUYECKOTO MOMCKA BBICTYMAIOT OCIIOKHEHUS CIIOMKHUBIIIMXCS
CTPYKTYPHBIX aHOMAJIM{ B BHUJAE CUMITOMOB PEIUAMBHPYIOIIETO MUKPOOHO-BOCHAIMTEIHLHOTO MpoIecca,
MOJI/ICP>KUBAIOIIUX TTOBBIIIICHHOE JIaBJieHHE B YanieuHo-toxaHouHo# cucteme (UJIC), a mHOTHA YKE IPU3HAKU
(bMHATBHBIX ITOCIEACTBUHN — TpaHC(hopMaIueit oYeuHON TapeHXUMBI B COSTMHUTENIbHYIO TKaHb C TOCTEIICHHON
MIPOTPECCUPYIONICH yTpaToi (yHKIIMK OpraHa.

boneBoit cunapoMm B Buje OONEBBIX OLIYIIEHUI B 00JacTH KMBOTA W/WIM TOSICHUIIBI, HE CBS3aHHBIX C
MIPUEMOM TIHINU WM aKTOM jAedeKaru, WHOTJA YIaeTcsl 3aMETUTh Kak (PakT HeoOBsICHUMOTo O€CIIOKONCTBA
pebenka, BbI3BaHHOTO pacTsbkeHneM UJIC BcreacTBue rUApOIMHAMUYECKOTO yaapa IpHu OOCTPYKIUH, JINOO
BOCIHAJIUTEIbHBIMUA PEAKIUSAMU C MOCIEAYIOUIMM PACTSHDKEHHUEM JIOXaHKH, YallledeK M OTBETHBIM CIa3MOM,
OTEKOM €€ CTeHOK. [IpucTymnbl moYeyHOW KOJHMKHU SIBISIOTCS PE3yIbTaTOM MPOJABUKEHHUS KOHKPEMEHTOB I10
MOYEBOMY TPAKTy B CiIy4yae BTOPUYHOTO KamMHeoOpazoBaHus. Hannuune cumnroma mnajaboupyeMON OITyXOJiH,
B BHJIE€ MAaJOMOJABMKHOIO 00pa3oBaHMsl C OAHOM WM 00EUX CTOPOH OT IMO3BOHOYHHKA, JHOO CHHIPOM
YBEJIMUYEHHOTO )KUBOTAa MOT'YT CBH/JIETEJILCTBOBATh O HAJTMUUU YBEIHMUEHHOM MOYKH, KaK pe3yIbTaTa KUCTO3HOM,
ruapoHedpoTrdeckoi ee TpaHchopmaluu, 1o omyxonn. HeMoTuBupoBaHHBIE, HEOOBSICHUMBIE, 0COOCHHO
MOBTOPHBIE SMH30/bl MOBBIIEHUS TemmepaTypbl Bhimie 37,5°C, yamie BO BTOPOM NOJIOBUHE IHS, CIIyXaT
MaTOrHOMOHUYHBIM KPUTEPUEM ITy3bIPHO-MOUYETOYHUKO-JIOXaHOYHOTO pedirokca.

[Ipu3Haku XpOHMYECKOM WHTOKCHKALIUU, apTepuaIbHOW TUIEPTEH3UH MOTYT SBUTHCS CHUMITOMAaMH Kak
CHUHIpPOMa IOYEYHONW HEJOCTATOYHOCTH, TaK M XPOHMYECKOTO MHUKPOOHO-BOCHAIMTEIBLHOTO MpoIecca B
MBC na ¢one BIIP. Cunnpom au3ypudecKux pacCTpOUCTB, IPOSBISIONIMICS CTPAHTYpPHUEH, MOJUIAKUYPUCH,
SHYpE30M, JBYX-, TpeX(a3zHbIMU MOYEHUCITYCKAaHUSIMH, HATy>KWBAaHUSMHU, OECIIOKONCTBOM MpH H3BEPKEHUU
MOYH, MOXKET CBUIETEIHCTBOBATH O C(HOPMUPOBAHHBIX Y peOeHKa MOPOKaxX BRIBOASIIMX ITyTei: MEaTOCTEHO3a,
JTUBEPTUKYJIA MOYEBOTO ITy3bIpsi, 100aBOYHOIN MOYKH, KJalaHa YPETpbl U MHOTUX APYTUX, JTUOO LIUCTUTOM,
OCJIO)KHUBIINM TEPEUNCICHHbIE aHOPMAJIbHBIE CTPYKTYpPHBIE H3MEHEHUS.

3anepxka puzudeckoro pazputus (OP) nHorma 0603HauaeT TeUCHUE JUTUTEITHHOTO XPOHUYECKOTO BOCIAJICHHUS
B IIOYKaX, MOYEBOM TpakTe Ha (POHE MOPOKA, CHHAPOMOKOMITJIEKCA XPOHUUECKOM MMOYEUHON HEJOCTATOYHOCTH.
OO6HapyKeHHbIE CTUTMBI TU33MOPHUOTeHe3a CO CTOPOHBI KOXKH, KOCTHOM, XPSAIIEBON TKaHU JINLIEBOTO, MO3TOBOTO
yeperna, KOHEYHOCTEM!, MaJIbLIEB PYK U HOT, HECOMHEHHO, I0JKHO HACTOPOXKUTH [eANATpa B IUIaHE apasuieaTn3mMa
ux (GOpMUPOBaHUS C MMOPOKAMHU OpraHOB MO4eBOW cucTeMbl. Kojka Takke MOXKET BBICTyHaTh MHIMKATOPOM
3I0POBBS OPraHOB MOUYE0OPA30BaHUS U MOYEOTACIEHUS: OJIETHOCTh, 0COOCHHO JIUIIA, CEPBIN KOJIOPUT, CYXOCTh,
HIeNTyIIeHUE, KEJITYIIHOCTh, OCOOCHHO Y HOBOPOXKJIEHHBIX HE JOJDKHBI UCKIIOYaTh BO3ZMOXKHOCTH HaJIHuKe
cTpykTtypHoil anoMasim MBC, ee ocinoxHeHnil. OTeKH, MAaCTO3HOCTU JIUIA, HUKHUX KOHEYHOCTEH €CTh
CBUJETEIHCTBO XPOHUUYECKOTO 0aKTEPHAIBHOTO BOCTIAUTENILHOTO MPOIIEcCca B MOYEBOM TPAKTE — BEPOSTHOTO
pe3ysibTaTa MOPOYHOM TMOYKH WM MOYEBBIX MyTeH, MO0 OOYCIOBICHBI YHCTO MEXaHUYCCKOW MPUIHMHOU
BEHO3HOW THNIEPTCH3WN HUKHEH TIOJIOBUHBI TeJla BCJCACTBUE CIABIICHUS €€ MEePEeHIeHKoM MOIKOBOOOpa3HOM
mouku. B pe3ynbrare ciaBieHus a0pThI THAPOHEPPOTHIECKOMN MITH KUCTO3HO- AU CTUIa3UPOBAHHON YBEITMUCHHON
MOYKOW HEpEeNKO MOSABISAIOTCA OOMM B HIDKHUX KOHEYHOCTSIX M UYYyBCTBO OHEMEHHUS B HHMX. V3MeHeHus
¢bu3nYecKUX MmapaMeTpoB MOYM: MPO3PAuYHOCTH, I[BETA, MOSBICHUE CTOPOHHETO, HEMPHUSATHOTO 3amaxa, Uiu
HEMPUBBIYHOTO ISl MaJIeHHKOTO peOeHKa MHTEHCUBHOIO 3alaxa aMMHuaka Takke 00s3bIBaeT Bpaya MPOBECTU
TIIATEIBHYIO TUAarHOCTUKY BO3MOXKHBIX HH(peknit MBI, ocnoxHst0mUX mopoku pazsutus nouek u MBIL. V
HOBOPOXICHHBIX JIETeH C y4ETOM HU3KOTO YPOBHS (PYyHKIIMOHAIBHBIX BO3MOKHOCTEH OPraHoB, CKIOHHOCTBIO
K reHepanu3anuu BocnajeHus Hepeako BAP OMC nposiBisitoTCS OCTpOi MOYEYHOM HEJOCTATOYHOCTBIO. Y
JAaHHOW KaTeropuu JAeTed MpHUCTalbHOE BHUMAaHHE HEOOXOOUMO YIAENSITh HU3KUM IOKa3aTensiM (PU3MYeCKHX
apaMeTpoB BHYTPUYTPOOHOTO pa3BUTHS, OLEHKE MO IIKajie Anrap, HAJIMYUIO MaCTO3HOCTEH, OTEKOB, (pakTy
U JUTATEJIbHOCTU OJIUTYpUHU ciycTs 48 yacoB mocie poxaeHus. CoyeTaHue OJUTypUU ¢ OT€KaMU M HU3KOM
Maccoii Tesla y HOBOPOXIECHHBIX OYTH CO CTOMPOLIEHTHOM J10JIeil BEPOATHOCTH YKa3bIBa€T Ha BPOXKICHHYIO
MaToJIOTUIO MOYeEK [5,6].

[TockonpKy KIMHHUYECKass AMArHOCTHKA TIIO3BOJISIET BBIIBUTH He Oonee 25% maronorud mOYeK U
MOYEBBIBOASAIIUX MYTEH y J€Tel MepBOro roja *u3HU U OKoJo 55% — [0 5 5et, a UMeromuecs nposiBICHUS
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BeCbMa Hecneluu(pUyHbl, KaueCTBEHHAs IpeHaTalbHas IUArHOCTHKAa, BO3MOXkHas yxe ¢ 13-17 Hemenu
BHYTPUYTPOOHOTO pa3BUTHS, MTO3BOJISET MPEIOTBPATUTh MOSBICHHE HA CBET HEKHU3HECIIOCOOHOTO pedeHKa,
pebeHka-uHBaNMMIa, 100, IO BOZMOKHOCTH, MPEIyNpeAnTh HeoOpaTUMbIe pa3pyLIUTENbHbIE MOCIEICTBUS
UMEIOIIEICS BPOXKICHHON aHOMAaJIUW JJIs OpraHa U OpraHu3Ma B IIEJIOM B MEPCIHEKTUBE MOCE POXKIACHUS.
Cpenu (pakTopoB aKyIIepckoro aHaMHe3a, CIoCOOHBIX BBI3BIBATh ycToWuuBbie aHoMannu OMC, He0OX0IuMO
OTMETHTh BHYTPHYTpOOHOe wuHuUIMpoBanue 1wioga, B T. 4. TORCH-undeknusamu, 3aboneBaHus,
nepearoIecs: MOJ0BbIM MyTeM, Yrpo3y MpepbiBaHUs OEpEeMEHHOCTH, MPUEM HEKOTOPBIX JEeKapCTBEHHBIX
npenaparoB (aHTHONOTHKOB, HHTHOUTOPOB AIID), ynorpebienne aakorosi, HAPKOTHKOB, KypeHHE Tabaka, ero
CypporaroB, ynotrpebjaeHue B MUILY TeHHOMOAU(PUIIMPOBAHHBIX MPOAYKTOB MUTAHMS, OCOOCHHO Ha PaHHUX
CpOKax recTaliu, Ipu3HaKu XOPUOAMHUOHHUTA, CUHAPOM 3ajiepkku pa3zButus miona (C3PII) u rectarmonHoit
apTepHabHON rUNEpPTEH3UU, aHOPMAJIbHOE KOJTMYECTBO OKOJIOTIIIOHBIX BOA (MHOTO-, 1 0COOCHHO, MaJIOBOAKE),
MPEeXICBPEMEHHBIC POJIBI, BO3pacT Matepert crapmre 40, mu6o monoxke 16 ner. He ciemyeT HemooeHUBaTh
POJIb OTATOILEHHOM HACIEeICTBEHHOCTH, TOTOMY Kak (hakT (hopMUpOBaHUs BpOXKACHHBIX 3a0oneBanuit OMC y
JeTel ¢ HannyueM 3a00JIeBaHMi TOYEK CPEeIU POIICTBEHHUKOB TOKa3aH, 0COOCHHO y Marepeil.

B mo6om ciyuae, pu mogo3pernn Ha BITIP OMC pebeHKy B 00s13aTeIbHOM MOPSIKEe HE0O0XOIUMO TIPOBECTH
V3-aunarnoctuky mouek U MBI, mommneporpaduio coCyoB MOYEK C IIENbI0 BBISBICHHS COCYAHUCTBHIX
aHOMAaJIMi, HapylIeHUs TeMOJUHAMHUKN M HadaldbHBIX ATanoB Hedpockiepo3a. B kauecTBe mociemyromero
JTana Al UCKIIIOYSHUsI/TIOATBEPKACHUS BPOXKICHHBIX OpraHMUECKNX aHOMAJIUN MPUMEHSIOTCS MUKITHOHHAS
uuctoypetreporpadus (MLYT), mosBonsiomas yBUIAETh H3MEHEHHE CTPYKTYpPbI, YaCTUYHO — (QYHKUUU
MOUYEBOTO My3bIps, HATHMYHUE TY3bIPHO-MOYETOUHHUKOBIO pe(IIOKCa, COCTOSIHUE YallleYHO-JIOXaHOYHON CUCTEMBI
B Cllydae IMarHOCTUKH PETPOrpaTHOTO 3a0poca MOYU B IKCKPETOPHAs yporpadusi, Ipu KOTOPOU OLEHUBAIOTCS
dbopma, pa3Mepsl, pacnoiokeHue, QYHKIMH MOYeK, HATWYHE MaTOJOTHYeCKUX MomnoinHeHuid. CraTtudeckas
U JauHamuueckas HedpocuuHTUrpadus, paauou30TONHas peHorpadus COCTaBISAIOT MPEICTaBICHHUE O
CTPYKTYPHBIX HAPYIIEHUSX, ITAMMHOM (PYyHKIMOHUPOBAHUH KaXKIOW MoyKu. [Ipn HEOOXOAMMOCTH YTOYHEHHS
Mopdonornueckoil KapTUHBI CIU3UCTONM MOYEBOTO IMY3bIPs, OLIEHKE ITy3bIPHO-MOYETOUYHUKOBBIX COYCTHMH
(ITMC), pebenky mpoBoAWUTCSA IHUCTOCKomMMs. B manmpHeiieM mpu HEOOXOAMMOCTH YMECTHO IPOBEICHUE
YPOAMHAMUYECKUX HUCCIEIOBaHUN: ypodiyoMeTpus, TpoduIoMEeTpUs, MO3BONISIONINE OLUEHUTh OOBEMHYIO
CKOPOCTB ITOTOKA MOYH U IPYTUX (PU3HOIOTMUECKHUX TapaMeTPOB BO BpeMs MOYEHCITYCKaHH s, a TAK)KE TIOTYYUTh
uH(popMaIuio 0 PyHKIMOHAIEHOM COCTOSIHUU JETPY30pa U MPOXOIUMOCTH ypeTphl. Kpome Toro, mpoBoasTcs
KT u MPT npu HeogHO3HAYHBIX pe3ynbrarax Y3M, COMHUTENBHBIX pE3yJIbTaTaX PEHTIEHOKOHTPACTHBIX
UCCJIETOBAHMMA, TIPH MOAO3PEHUN Ha KHUCTO3HYIO TpaHC(HOpPMAIMIO MOYKH, COMYTCTBYIOMNUN HepponuTHas u
np. Heobxonumel naboparopHble OOMICKINHUYECKHE U OMOXUMHUYECKUE aHAIN3bl KPOBU U MOUYH (KpEaTUHUH,
MOYEBHHA, JEKTPOIUTHI U T.1.), OI[EHKa KUCJIOTHO-IIENIOYHOTO COOTHOIIEHUS, Y JeTe ¢ 0OCTPYKTHBHOMN
yponaruei - onpeenieHue ypoBHs MUKPOaTb0yMUHYPHH, COOTHOLIECHHS allbOyMUHBI/KpEeaTUHHH.

VYenex onepaTMBHOTO M KOHCEPBAaTUBHOTO JICUEHUS MOPOKOB MOYEBBIX IMyTEH, MOMUMO CBOEBPEMEHHOU U
KaueCTBEHHOM JIMarHOCTUKH, 3aBUCHUT OT psJa Ipyrux GakTOpPOB: HAJTUYUS U ITTUTEILHOCTH COMYTCTBYIOIIETO
OaxTepuaIbHOTO BOCMAJICHHS, Pe3yJIbTaTOB €r0 Tepanuu, (pakTa u BHIpaKEHHOCTH OOCTPYKTUBHOTO KOMIIOHEHTA,
CTETeHU HapylIeHUs! PyHKINHU MTOYEK, PEryIIpHOCTb, aIeKBATHOCTh HA3HAYEHHOTO JICYEHH S, KOMIUITAEHTHOCTH
MAIMEHTOB, 0CO3HAHHOCTH MX OTHOCHUTEIHHO CEpbe3HOCTH M ucxofa 3aboneBanus [10, 11]. Cnenuanucramu
n3 HMMUII 3nopoBbst gereit . MOCKBBI ONPENENIEHO, YTO JOMOJIHUTENBHO K HM3BECTHBIM IPEAUKTOpaM
YCIENTHOM dHI0CKOTTMYecKoi Koppekiuu [IMP (My»kckoit 1o, Bo3pacT 70 2 JIET, aHTeHATaIbHO BBISIBJICHHBIN
ruiponepo3, HU3Kask CTeNeHb peduilokca U OJHOCTOPOHHOCTH aHOMAJIMK) OOHapy>KeH OoJiee CIOKHBIM U
3¢ GdEeKTUBHBIN OIICHOYHBIN KpUTEPHU MOJOKHUTETFHOTO HMCXOAAa YKa3aHHOTO BMEIIATENIbCTBA: COYETAaHHE
COOTHOIIEHHs] HAaHOOJBIIET0 IUaMeTpa MOYETOUYHUKA B JIUCTATBHOM OTJENIe Ha PACCTOSHHE MEXIY TelaMu
no3BoHkoB L1 u L3 (M/IIII) mo maHHBIM PEHTTEHOJIOTHYECKUX HMCCIEIOBAaHUN W MOMEHTAa BO3HUKHOBEHUS
pedmrokca pu ctangapTHoM npotokosie MIIVI [12], uTo mo3BossieT cTparudUIMpoBaTh MAIMEHTOB €IIe 10
BBIOOPA TAKTUKH ONEPATUBHOTO JICUEHUS.

CBOEBpEMEHHOCTh M MOJHOLIEHHOCTh AuarHoctuku BITP OMC y mnaaeHueB u gereid rpyaHOro Bo3pacra
UMeeT HEKOTOphIE CIOKHOCTU: K HeCTIEIU(PUUYHOCTH U MaJTOCUMITOMHOCTH KIMHUYECKUX M JTaOOPaTOPHBIX
MPOSIBJICHUM, HEBO3MOXHOCTU XapaKTEpHU30BaTh U JETAIU3HPOBATH KaJlOObI, TOOABISIOTCS HEIOCTAaTOuHAs
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BH3yaJM3allysl HEKOTOPBIX aHOMAIINH, TMO0 UX COCTABIISIFOIIMX BCIIEACTBHE YaCTO BO3HUKAIOIIETO METEOPHU3Ma
U OTCYTCTBUSI BOBMOXKHOCTH Kaue€CTBEHHOU MOJTOTOBKH KUIIEYHHKA I MPOBEICHUSI PEHTTEHOKOHTPACTHBIX
UCCJIEIOBAHUI B pE3yJIbTaTe yrpo3bl BOAHOW HHTOKCUKAIMK. YTo KacaeTcs Oonee nH(OOPMAaTUBHBIX METOJIOB, B
gactHocTu KT, MPT, Tak, ¢c yueToM BO3pacTHBIX 0COOEHHOCTEH HEPBHO-TICUXUYECKOU Cepbl, s HEOOXOAUMOMN
(buKcaluu MaleHbKOTO MallMeHTa HeoOXoAUMO mpubderath K oOuieil anecte3nn. [103ToMy MBI HEOTHOKPATHO
CTAJIKUBAJIUCH CO ciydasmu runoguarHoctuku BITP OMC, no3nHei noctaHOBKOM MOJHOIIEHHOTO JMarHosa,
1160 ManonHGOPMATUBHOCTH MOJTYUYEHHBIX PEHTTEHOIOTHYECKUX PE3YIbTaTOB.

B mponuibix myOGnukanusx Mbl yIOMUHAIH O IEBOYKE 3 JIET, HAOMIo1aBIIeiicsl BHaYaJIe MO MOBOY KUCTO3HOM
JUCIIIa3UU JIEBOW TOYKH, OOHApy>KEHHOW BO BpeMs 3 CKpPUHUHTOBOTO HCCIIENOBaHUS OepeMEHHOM, Mmo3xke
MOJATBEPKICHHON MOCPEICTBOM IKCKPETOpHOH yporpaduu. [TannenTke Tolbko B Mepro/l 3 roCUTaIu3alun
B ycnoBusx ['Y3 KJIKB BwIcTaBiieH TMONHOIGHHBIH JWArHo3 B CBSA3M C OOHAPY)XCHHEM IPU OUYEPEITHOM
sxorpaduyeckoM uccienoBaHuu 1M Py3HbIX U3MEHEHUI B TIPaBOM MOYKE, YTO MOBJIEKJIIO 32 CO0O0 MpoBeIeH e
MCKT opraHoB OproIIHO# MOJOCTH ¢ BHYTPUBEHHBIM KOHTPACTHBIM yCcHIIeHHEeM B pexkume 3 D. B 3akmouenun
y pebeHka okazanach codyeTranHas aHomanus pa3Butus OMC: L-oOpa3Has mouyka crpaBa. MyabTUKHCTO3HAS
MoYKa ciieBa (KOMIBIOTEPHBIE TOMOTPaMMBI MPUIIATAIKCh) [5].

Crnenyroumii mpuMep HarIsSIHO JAEMOHCTPUPYET PEIKOE COYeTaHHE BPOXKACHHOTO IMOPOKA Pa3BUTUA
MOYEK, OTHOCSIIUNCSA K 1 TUIMY MO eBpOINeHcKol KiIacCU(PHUKAIMN YPOJIOTOB C TEHETUYECKHU O00YCIOBICHHBIM
TOPMOHOPE3UCTEHTHBIM HE(PPOTUYECKUM CHHAPOMOM.

Anexcanap K. pomuncs or 3 GepemenHocTH Ha (OHE ypearuia3Mo3a, OeCCUMITOMHON OaKTepuypuw,
TeCTaIlMOHHON aHeMUH, 2 (PU3UOJIOTHUECKUX POIOB Ha 34 HeJene recTalluy, OICHKOU 1Mo mkane Anrap — 8/8
6amtoB, BecoM — 1920 rp, mnmuHo# — 44 cM. OTMEYaI0Ch MUKPO-H MaKpPOCKOTTMYECKOE€ N3MEHECHHE TUTAIICHTHI
C HaJIMYUEM OOJBIIOTO KOIMYECTBA KaJbI[MHATOB, XapaKTEPHBIX Ui T€UCHHs] BHYTPUYTPOOHON MHQEKIINH.
[Tocne poxaeHus pedeHOK MPOXOIUI ITUTENFHOE CTallMOHApHOE JiedeHue B cBsi3u ¢ BYU u nebrotom Tsixenoro
HEe(POTUYECKOTO CHHJIpPOMAa C TMEPBOHAYAIBHBIM JUArHo3oM: BHyTpuyTpoOHas uHbeEKIHs HEyTOYHEHHOH
ATHOJIOTHH C TIOpaKeHUEM JIeTKUX (ITHEBMOHHSA), KUIIEYHUKA (HEKPOTU3UPYIOUIUN SHTEPOKONIUT 1 cTaaun),
nouek (Heppotuueckuii cunapom (HC)). [lpumensanucy HeogHOKpaTHbBIE KypChl aHTUOAKTEpUATbHON Tepanus B
3aBHCHMOCTH OT pe3yJIbTaTOB OCEBOB (PU3HOIOTMUECKHX U TaTOJIOTMUECKUX CPEe/l OpPraHn3Ma, aTOreHeTUYECKU
oOycIioBJIeHHAs TTPEIHU30JIOHOTEpanus B 03¢ 2 MI/KI/CYT., TOJIKO)KHOE BBeneHue renapura ot 100 mo 250
ME/kr/cyT B 3aBUCHMOCTH OT IOKa3aTeliel reMocTasza B 4 mpuMeHeHus, 3aMecTuTenbHas Tepanus — 10, 20%
anbO0yMHUHOM, CUMIITOMAaTH4YeCcKasi — PypoceMuI0M, TaK)Ke BUTAMUHHO-MUHEPaibHAs KOppeKius. JJocTaTouHo
ObICTPO y pebeHKa ornpenenuiack crepougope3nucteHTHoCcTh, HC co BpeMeHeM cTa mporpeccupoBarh, BIUIOTh
70 pa3BUTHs HE(YPOTUYECKOTO KpH3a: BhIpaKEHHBbIE Mepudepruueckre OTeKH, aHacapKa, TUIONPOTEHHEMUS
1o 26 /1, runoansoymuneMus 1o 12,3 r/n, runepxonerepuHemus no 7,4 En/n, mporennypus mo 1,26 r/n
(B ycnmoBHsX HHU3KOro Oenka B KpoBsiHOM pycie), cHuwkenue AT-III mo 53%. Ormeudanoch HapacTaHue
WHTOKCHUKAIIUU B YCIOBUSAX BTOPUYHOTO UMMYHHOAE(PHUIIMTHOTO COCTOSIHUS Ha (DOHE aKTUBHOW CTEPOMIHOMN
Tepanuu, JUIUTEIbHON TOCMUTAIN3AIMN; aHEMHUH; TeMOJUHAMUYECKUE, OOMEHHO-TpOUIECKHE HAPYIICHHUS,
HEBPOJIOTHYECKasi CUMIITOMATHKa, BETE€TO-BUCIIEPATIbHBIE PACCTPOICTBA.

B camom nHauane HaOmroneHus npu Y3 ucclieoOBaHUU OOHAPYKEHbI BbIpaskeHHbIE AU(dYy3HbIE U3MEHEHHS
MApPEHXUMBI ITOYEK C YBEIMUEHUEM UX Pa3MepOB, TOJIIIUHBI MAPEHXUMBI U 3XOITUIOTHOCTH, TaKXKe YBEITUUYECHUE
pa3MepoB TeUeHH U cene3eHkH, quddy3Has TpaHchopMalys MapeHXUMbl MEUYeHH, MOKETyIOYHON JKeIe3bl,
YTO YKJIAJBIBAETCS B CUMIITOMBI HE()POTUUECKOTO CHHIPOMOKOMIUIEKCA, TaK)Ke MOBBIIIICHHAS] THEBMATH3aIUS
KHIIEYHBIX TMETeNb C TMEHUCTBHIM COACPKUMBIM, YBEIWYEHHE TOJIIMHBI CTEHOK KHILIEYHUKA, CHW)KECHHE
MePUCTATBTHKH, HAJIMYUE CBOOOTHOMN KUIKOCTH MEXAy KumedHbIMH neTiisMu. [Tpu Y3/IIT cocymoB movek
BBISIBJICHBI O0€IHEHNE COCYTUCTOTO PUCYHKA, KOCBEHHBIE MMPU3HAKU HAPYIICHUS ayTOPETYISLUN COCYIUCTOrO
TOHYCA, TIOBBIIIEHNE PEHALHOTO WHIEKCA.

HCT Buzyanusuposana nuddy3Hbsie U3MEHEHUS TapEeHXUMBbI TOJIOBHOTO MO3Ta, HApYIIEHHsI KPOBOCHAOKEHHS
tanamyca. OxoKI' oTmeTHna pacimpeHue IpaBbIX OTAENIOB, JIEBOTO MPeACepIusi, MOBBIIIEHHE 3XOIUIOTHOCTH
MHUOKap/a, ero yTONIIEeHUE, TPUKYCITUAANBHYIO PETYprUuTanuio 1-2 creneHu, Npu3Hakd yMEepeHHON JTeroOYHOoN
TUNEePTeH3UH, PYHKIMOHUPYIOIIEEe OBATbHOE OKHO.

Ha xoMmmploTepHBIX TOMOTrpaMMax OpPraHOB OpIOIIHOM MOJIOCTH M 3a0pIONIMHHOTO TMPOCTPAHCTBA C
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BHYTPUBEHHBIM KOHTPACTUPOBAHHWEM JMAarHOCTUPOBAHBI TeMaTOMerajus U KHUCTO3HAs MAUCIUIa3usl MOYeK
(puc.1).

C yderoM coYeTaHHUs HMEIOIIUXCS KIMHUKO-TA0OPATOPHBIX W WHCTPYMEHTAIBHBIX IaTOJOTHYECKUX
W3MEHEHUH, MalbuuKy B3SAT aHalu3 KpPOBU Ha MOJIEKYJISPHO-TEHETHYECKOoe OOCIeJOBaHHE METOJ0M
KJIIMHWYecKoro cekBeHupoBanus — 838 I[lanens "HacnencrBeHHbIC 3a00JIeBaHHS MOYEK», BBISBICHO PsI
mytammii B 19 xpomocome, rerepo3urotHas myrtanus rena NPHS1 (p.Leu415Phe; p.Trp35). PebGenox
HEOJIHOKpAaTHO KOHCynbTUpoBaH cnenuaniucramu OI'AY «HMUL] 3n0poBes aeteii» I. MOCKBBI, IPOBOINIIACH
KOPPEKIUS Tepaniu, OIHAKO HECMOTPS Ha COBMECTHBIE YCHIIHS HEPPOJIOTOB, PEAaHUMATOJIOTOB, KapAHOIOTOB,
XHPYProB, BCIEACTBHE MPOTPECCUPOBAHUS 3a00JIeBaHNs, TOSBICHNUS HOBBIX OCIIOKHEHUH, peOEHOK MepeBeieH
Ha VIBJI, a B Bo3pacTe 3 MecsIeB CKOHYAJICS OT HapacTarollei qpIxareIbHOW HETOCTaTOUHOCTH ¢ UG dYy3HBIM
WHTEPCTUITNATLHO-AIBBEOIIPHBIM OTEKOM JIETKHX.

Puc. 1. KT OBII ¢ B/B koOHTpacTUpOBaHWEM: TeaTOMET M M KUCTO3HAS JUCIUIA3Us MOYCK.

C yueToM MOITy4YeHHBIX Pe3y/IbTaTOB T€HETUUYECKUX U MaTOJIOr0aHATOMHYECKHX MCCIIeOBaHUMN, BHICTABICH
3aknmounTenbHblil quarno3: Cungpom Ilortepa 1. BpoxaeHHblil HepoTuueckuii CUHAPOM. AyTOCOMHO-
PEIeCCUBHBIN MOIMKUCTO3 TTodyek ¢ ¢pudbpo3zom neueHu. XbII 2 c1. Otek, HabyxaHue roJoBHOro mosra. OTek
nerkux 2 tumna. [IHeBMOHUS cMelIaHHOTO reHe3a. J|BypOoCTKOBas MaHIIUTONIEHUS: aHEMHUSI TSXKEJION CTENeHU
CMEIIaHHOTO TeHe3a, TpoMOoruToneHust Tspkeno crenenu. JIBCK-cunapom. Mmuokapauoguctpodusi.
Jlerounasi runieprensus 2 ct. HK2a. Mertabonuveckas sHiedanonatus Ha (OHE OCHOBHOTO 3a00JI€BaHUS,
Tspkenon creneHu. [unepreHsuonHwli cuHapom. BOH 1-2 cremenun. MJIC. T'enepanuzoBannass BYU
HEYTOYHEHHON 3THOJIOTHH C TIPEeUMYIlecTBeHHbIM nopakeHueM nerkux, KKT (HOK 2 ct.) Tsxenoit crenenu,
pekoHBanecueHT. PeruHomatusi HemoHomeHHoro 1 cramusi, aktuBHas (aza, 3 30Ha. DyHKIHMOHMpYIOIIEE
oBaJIbHOE OKHO. Hucxoasuii TpaxeoOpoHXUT. IPO3UBHO-I3BEHHBIN TacTPUT, 330(aruT. KaH1n103 CIU3UCTHIX.

Bpoxnennsiit HedpoTHYeCKUl CHHAPOM B COYETAaHMM C KHUCTO3HOW JMCIUIa3Hell TMOYeK B Hallem
HAOIIOIEHNH — I0CTATOUYHO PEKOE ayTOCOMHO-PEIIECCUBHOE HacleayeMoe 3a00sieBaHne, XapaKTepU3yIoleecs
BHYTPUYTPOOHBIM HA4aJIOM MaCCUBHOM IOTEpei ¢ Mouoii 6enkoB, 90% 13 KOTOPBIX MPUXOIUTCS Ha ATbOYMHUHBI.
Mopdonorndyecku NOATBEPKACHBI HATUYKME OOIBIIOTO KOJINYECTBA MUKPOKHUCT B TyOYJISIpHOM amnmapare IIoc
MOJOMUTONATUS (CTNIaXXEHHOCTh HOXKEK MOJOLUTOB), THCTOXUMUYECKH — OTCYTCTBHE HE(pHHA B IIEIEBON
nuadparme, 4TO COMPOBOXK/IAETCS BBIPAXKEHHOMN MOTEpeid Oenka roMepyasipHbIM (QUIBTPOM.

Crnenyrouyii mpuMep IeMOHCTPUPYET OBICTpOE Pa3BUTHE YPOCETCHCAa U OCTPOrO MOBPEXKICHHS MOYEK Ha
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(oHe BPOXKIEHHOTO OPOKA PA3BUTHS Y HOBOPOXKIEHHOIO peOeHKa.

Anexcanap I'., ponusmuiics 14.01.23 r. ot 6 GepemenHocTH, 3 pooB Ha 39 Hezxerne HAa (POHE XPOHUUECKOTO
nepBuIHTa (ypeariasmos), FreCTallMOHHOTO caxapHoro Auabeta, ¢ Becom 3290 rp., IHHOI 54 cM, OIIEHKOH 110
mkane Anrap: 8-8 6amioB. Ha 3 ckpununre o6Hapyxen BIIP OMC — nBycroponHuii ruiponedpos.

C poxaeHus nebroTupoBana MH(EKIHUS MOYEBBIX IyTeH C OBICTPHIM Pa3BUTHEM YPOCEICHCA, OCTPOro
MOBPEXJICHHS MOUYEK, M03XKe MPUCOEANHIINCH aHeMudeckuil cunapoM (HB causmiics go 90 1/1, spuTpounTs
— 1o 3,5x1012/x), runepa3oremus: MoueBUHA — 16.7 MMONb/J, KpeaTHHUH — 264 MKMOJIb/J, yMEepeHHas
HEJOCTAaTOYHOCTh NUTAHUA. Y3 MCCIENOBAaHUE OINPENEIWIO YMEHBIICHHE Pa3MEpOB IOYEK, PACIIUPEHUE
JI0XaHOK 710 8-9 MM, 00e/THEeHHEe KPOBOTOKA IO MAarCTPAJIbHOMY TUITY U B ITOJKANCyIbHOH 30HE, IOBBIILIEHHE
HXOT€HHOCTH IapeHXUMBbI, HEOJHOPOIHOCTh €€, ClIeBa €IUHHYHBbIE OKPYIVIbIE aHAXOT€HHbIE 00pa30BaHUs
10 2 MM. Pacmmpenne MOYETOYHHMKOB 10 6-8 MM, OTCYTCTBHE NMEPUCTAIBTUKU: ABYCTOPOHHUMN MeErayperep,
JOUCIUIA3Hs IOYEYHON TKaHHU.

IIpu MukunoHHo# nucrorpaduu oOHapyxeHbl 3a0poc KoHTpacTta B ModeTouyHMkH M UJIC n3 moueBoro
My3bIPsI B IOKOE U BO BPEMsI MUKIMH, U3BUTOCTh U PACHIMPEHHE 00OUX MOYETOUHUKOB, paCIIUPEHUE Yallleuek
1 JIOXaHOK ¢ 00eux CTopoH (puc. 2, 3).

S—

Puc. 2. MukunoHHast qucTorpaMmma: Puc. 3. MukunonHast nucTorpamma:
MOMEHT BBEJECHUS KOHTpACTa MOMEHT MUKIIHH

B Teuenue mocienyroummx HeeNb OTMEYAIOCh HapacTaHME a30TUCTHIX NUIAKOB (KpeaTMHWH — a0 325
MKMOJIb/JT), TOSIBUIIUCH apTepuaibHas runeprensus 10 110-120/70-80 MM pT.cT., oUrypus — CHUXKEHHE AUy pe3a
10 1 MuI/Kr/4, 2NeKTpoiUTHBIE HapylleHus. PeOeHOK mepeBe/ieH B OTAEICHUE peaHMMAliH, IJe B JEUYCHUU
IPOJIOJDKEHBI MH(Y3HOHHAsI, aHTUOAKTepUasIbHas Tepaluy, IPOBEJCHA KOPPEKIMSI TUTAHUS, IEKTPOIUTHBIX
pacctpoiictB. Ha ¢oHe mpoBoanMoil Tepamuu COCTOSHUE C TOJOKUTEIBHOW TUHAMUKOW, KyIHPOBAJICH
MOYEBOM CHHAPOM, 3HAUYUTEILHO CHU3WIIUCH MOKazaTenu kpearnHuHa 1o 100,7 MkMomb/i, MO4eBHHBI 110 4,6
MMoJIb/1. bonbHON KoHCynsTHpoBaH cneunanrucramu HMUILL 3n0poBes neteit . MOCKBBI, peKOMEH/I0BaHa
TOCHUTAIN3alHs B XUPYPIUYECKOE OTICIIEHNE HOBOPOXKIEHHBIX JeTel U erell rpyaHoro Bozpacra HMMUII,
7€ Yepe3 HENEII0 IPOBECHA IUCTOCKOUS C MOACINPOBAHNEM YCTHEB MOUYETOYHHUKA TIPY TOMOIIY BBEICHUS
KoJutareHa 1o 2,0 Mi1 B KaXX10€ Iy3bIPHO-MOYETOUHUKOBOE COYCThE.

3akmountenbHblii 1uario3: BIIP OMC — nBycTOpOHHHMI Iy3BIPHO-MOUYETOUHUKOBBIA peduiokc 3-4 CT.
Pednexcupyromuii ypereporuaponedpos. OIIII B panneM HeoHartanbHOM nepuoae. XbII 4-5 ct. Bropuunsiit
OOCTPYKTHUBHBIH NHETOHE(PPUT, CTaqUsl YACTUYHOM KIMHHUKO-T1a00paTOpHON pemMHucCHU. AHEMHs JIerKoi
CTETICHH TSKECTH.

[locnenHuit peGeHOK, HAXOOUBIIMICS MOJA HAOMIOJEHHEM B OTAEJICHHWU NaTOJIOIMM HOBOPOXKIEHHBIX M
panHero Bospacra I'Y3 KJ/IKB, ominueH OT mpenpiayIiero OTCyTCTBHEM SIPKUX KIMHMYECKUX MPOSIBICHUN
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B BHUJIE aKTUBHOTO OaKTEpPHAIbHOTO BOCHAJICHHS M OCTPOTO TOBPEXKACHHUS IMOYEK, a TaKKe OIepaTuBHON
koppekiuu [IMP nocne poxxaeHust ¢ 1ByCTOPOHHUM ITy3bIPHO-MOUETOYHHUKOBBIM PEGIIFOKCOM C pacUIUpEeHnEM
u nedopManueil J0XaHOK, Jalieuek ¥ MOYETOUYHUKOB. HecMOTpsl Ha paHHIOI MpPEHATalIbHYIO TUArHOCTUKY
JIBYCTOPOHHEW OOCTPYKTHUBHOM yporaTuu, noaTsepxaeHus BAP cpasy nocie poxxaeHus, ceMbsi He coOoana
HAMEUEHHBIM TUIaH JHUCIIAHCEPHOTO HAONMIOACHMS, CChUIAsCh HAa SMUAEMHIO, YKOHOMHYECKHE NpUYUHBL B
HaCToOsIIIIee BpeMsl MaJIbuuKy Oosee 1,5 JieT, U pu KOHTPOJILHOM HUCCIIeI0BAaHIUH TIOMUMO THAPOHEHPOTHYECKON
nedopMaIi MoYeK M ABYCTOPOHHETO Merayperepa MpH KOMIBIOTEPHOW aHTHOTpaduu BBISBICHBI MOMHMO
neBocTopoHHero mnaccuBHoro IIMP 4 cremeHu B MOMEHT HAIOJIHEHUS KOHTPACTOM MOYEBOIO ITy3bIpS,
U JIByCTOPOHHHI 3a0poc ¢ 00enX CTOPOH C PACIIMPEHHUEM TMOJIOCTHOM CHUCTEMBI MOYEK U MOYETOYHHKOB B
MOMEHT Moueucnyckanus [Ipum kommbioTepHON aHruorpaduu B apTepualbHyi0 (a3zy KOHTPaCTUPOBAHUS
BHU3YaJIM3UPOBAIHCH JedopMaliisi KOPKOBOTO CJIOSI BEpXHETO CETMEHTA JIEBO MOYKH, a B OTCPOUYEHHYIO (hazy —
pacmupenre MouetouHnKkoB U YJIC u Takoke AedekT negopmains BEpXHETO CerMeHTa JIeBOH MOYKH (puc. 4).

Puc. 4. KomnerorepHas anruorpadus: Koponaprasi mpoekmus.

Wrak, ciayyam codeTaHus pa3HBIX TUIOB M TPYNI MPEACTABICHHBIX MOPOKOB CTAHOBITCS HEPEAKUMH,
COTPOBOXK/IAIOTCA MHTEPECHBIMHM BapHallUIMM, UHOTJA HE OMHCAHHBIMU paHee, U, KaK MPaBHIIO, BICKYT 3a
co00i1 mocye1CTBYSA, BEIPAXKEHHOCTh KOTOPHIX YACTO 3aBUCHUT OT YPOBHS CII0KHOCTH aHOMAJIbHOM KOMOMHAIINH.
CreneHb M CKOPOCTh HACTYIUICHHS HEONArompuATHOTO HCXOJa M pa3BUTHUS (aTalbHBIX OCIOKHEHUI
CYLIECTBEHHO BO3pacTaeT B CIIy4asX COINPSIKEHHOCTH CIIO)KHOCOYETAEMBbIX IOPOKOB C OOCTPYKTHBHBIM
KOMITOHEHTOM, TaK Kak HapylIeHHe HOPMAaJbHOM THAPOIMHAMUKH MOYU B KOJIJIEKTOPHOW CHCTEME MOYKH
BCJIC/ICTBUE HAJM4YUs OPraHUYEeCKOr0 MPEMSTCTBHS C 3aKOHOMEPHBIM TOBBIIIEHHEM BHYTPHJIOXaHOYHOTO
naBieHus, Gopcupyrot ObICTpyto rubenb nodeyHoi mapeHxumMsl. [lonsatue «patanbHOCTHY MOPOKa B JaHHON
CUTYyaIlH MPEANoiIaracT HECOBMECTUMBIE C )KM3HBIO COCTOSTHUS, B CIIy4asiX, KOT/a Je4eHHe He POBOAMUIOCH,
WJIM K€ BHE 3aBHCHMOCTH OT BHUJAa M 00beMa Teparuu OMacHbIE AJIs )KU3HU OCIIOKHEHUS U HeOIaronpusTHbINA
UCXOJ] M30€KaTh HE yAaeTCs.

Bpaun pa3HbIX crnenuaabHOCTEH HE MepecTaloT IENUTCS ONBITOM M BIEYATICHHUSIMH, CBS3aHHBIMHU C
HEMOCPEACTBEHHON paboTol ¢ ManueHTamMH, POIUBLIMMUCS CO CIOXXHBIMHU TOPOKAMU MOYEBON CHUCTEMBI.
Onucanue nMo0OHBIX CIIy4aeB JOHKHO IBUTHCS 00s13aTeNbHOM U BaXKHEHIIIEH COCTaBIISIONICH UX e TEIbHOCTH,
MOCKOJIBKY MH(pOpMAIUs TaKOro poja IMOoJie3Ha W HMMEET IIeJib HE TOJNBKO OMEepPAaTUBHOCTH B TMOCTAHOBKE
MOJTHOIIEHHOTO IMarH03a U OTNpeeNIeHUs] ONITUMaIbHON TAKTUKH BeJICHUS IeTel C BPOXKIE€HHBIMHU aHOMAIIUSMU,
HO U MIPEIOTBPAIICHHS UX BOSHUKHOBEHMSI MU POXKICHHS 3aBE€IOMO OOpPEUEHHBIX MAIlEHTOB.

He uckmioueHo, 4to cTaOUIbHBIA POCT YUCIIa BPOXKIACHHBIX MOPOKOB PAa3BUTHS MOYEK U MOUYEBBIBOASIINUX
MyTei, ©X MHOT0OOpa3ue CBA3aHbl C YMHOXKEHHEM Pa3HOOOpa3usl TPUTTEPHBIX (PAKTOPOB U MX COYETAHHOTO
BJIUSIHUS B TIEPUOJl BHYTPUYTPOOHOTO pa3BUTHS Ha SMOpHUOH M mioA. K ux yucity, HECOMHEHHO, OTHOCSTCS
HKOJIOTHYECKHE — HapyIIEHHEe XUMHYECKOTO COCTaBa BO3/yXa, MOUBHI, BOJABI, COIHEUHAs PaauaIus, TaKxKe
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JlaleK0 HE Ha TMOCJIEeTHEM MeCTe€ — HHU3KOe KaueCTBO MPOAYKTOB MUTAHUS, HAJIMYUWE B HHUX OOWIHUS
CTaOUITU3aTOPOB, KpacUTelei, KOHCEPBAaHTOB, UMUTATOPOB, ycuiluTelneld BKyca. borarelii crekTp M 4acto
OECKOHTPOJIbHBIN TpHEM JIEKAPCTBEHHBIX IMpemnaparoB J10-, U B MepHOA OepeMEHHOCTH, OO0JIaJaroIInuX
TEepaTOreHHBIM JEHCTBHEM, 4Yallle €CTh pe3ylbTaT MCKAKEHHBIX, JHUOO HEMPOBEPEHHBIX HCTOYHHKOB
uH(popMaIuu, MpodiieM AOCTYIMHOCTH MeaUIHbL. Ocoboe BHUMaHHE aKylIephl U MeAHaTphl, Kak 0OOBIYHO, B
KaueCTBE BO3MOXKHBIX TPUUMH HAPYyIIEHUH 3aKIaJAKU U pa3BUTHA, B T. 4. OMC ynenstoT pocTy yncia HHPEKIUH,
B TOM YHCIIe BHYTPHUYTPOOHBIX, MEPEIAIOUINXCS MOJIOBBIM ITyTeM. He CTOMT Helnoo1eHnBaTh BO3CICTBIE HA
KEHIIUH (epTUILHOTO BO3pacTa psija BpeJHOCTEW, HEMOCPEACTBEHHO CBSI3aHHBIX C UX MpodeccruoHanbHON
NEeSTeNbHOCThIO, YTO KacaeTcs, MpexkJe BCEro, MEIUIUHCKUX DPAOOTHUKOB, COTPYIHHUKOB XHMHUYECKHX
MIPEPUITHIA, CBI3aHHBIX C pajivaliuel, Bo3aeiicTBieM qpyrux gusudeckux hakropoB. HemanoBaxkHyo poib
B (JOPMHUPOBAHUM HApPYIICHUN Pa3BUTHS BIUSET yXYALIEHUE PENPOIYKTHUBHOTO U COMATUYECKOTO 30POBBS
OyAyUIMX poAUTENeH B 11€7I0M, HAKOTUIEHHE OTPUIIATENILHOTO TeHO(OH Ia.

HecmoTps Ha uMmeroniyecss CIOXKHOCTH B JUATHOCTUKE IMOPOKOB PA3BUTHS TMOYEK M MOYEBBIBOASIINUX
MyTel B JETCKOW MpPaKTHKe, HeOOXOMUMO HAJaJUTh YETKOE B3aUMOJICHCTBUE CHEIHAIMCTOB aMOylIaTOPHOTO
U CTAIMOHApHOTO YpPOBHEH: aKylIepOB-THMHEKOJIOIOB, T€HETHUKOB, HEOHATOJOTOB, YpPOJIOrOB, HE(POIOroB,
Bpauell (yHKIMOHATbHOM, JIy4eBOM JMAarHOCTUKH, MEIHATPOB, OMPEIENIUTh CTPOTYI0 IMPEeMCTBEHHOCTH
JIMArHOCTUYECKUX ATaloB, YTO, HECOMHEHHO, B OnmmxkaifieM OyayiieM TOHKHO MOBIUSATh HAa CHU)KEHHE
4acTOThI cllydaeB poxkJeHust jnereit ¢ mopokamu OMC, a taxke u30exarb, TMOO OTCPOUUTH HACTYIUICHHE
YKUZHEYTPOXKAIOIINUX OCIOKHEHUM U YIIYUYITUTh KaueCTBO ku3HU nanueHToB ¢ BITP OMC u ux poacTBEHHHUKOB.

Nudopmanus o puHAHCMPOBAHNH.

duHaHCUpOBaHNE JAaHHOW pabOThI HE MTPOBOAUIIOCH.

Kondguaukrt narepecos.

ABTOpBI 3asIBIIAIOT 00 OTCYTCTBUU KOH(IMKTa UHTEPECOB.

Bxuan aBTopos:

E.I1. baraeBa — 35% (aHanu3 u UHTEpIpETAIUS JaHHBIX, aHAIHU3 JTUTEPATYPhI 110 TEME UCCIIEI0BaHU, HAyYHOE
pEeNaKTUPOBaHUE, YTBEPHK/IEHNE OKOHUATEILHOTO TEKCTa CTaTbU)

O.B. banapiatok — 20% penakTupoBaHUE KJIMHUYECKOW COCTABIIAIONIEH CTaThbU

N.B. TumormenkoBa — 15% (npenocrabieHue pe3yabTaToB peHTT€HOKOHTPACTHBIX 00CIe10BaH i)
JI.P. Kanununa — 20% (mpenocTaBieHe BHITUCOK U3 HCTOPUN OOJIE3HN)

A.1O 3enenesa — 10% (mpenocTaBiieHre BBIMUCKU U3 HCTOPUU OOJIE3HN)
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