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PeHOKAQPANAAbHBIN CUHAPOM Y pe6eHKAO C HEHOCAEACTBEHHON
AVUCMNAQ3Men Coe AMVHUTEAbHON TKOHW

H.C. Yepkacos, O.B. AaebipoBd, A.U. Aep6eHesq, lO.A. AyueHko
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PE3IOME

B cmampe npugooumcs KiuHu4eckoe Habo0eHUe PEHOKAPOUAIbHO20 CUHOPOMA Y PeOEHKA C HEHACeOCMBEHHOL! ducn1a3ueti COeOuHUMey-
Hoti mkanu ([ICT). Akmyansrnocms usyuenus npooaemvl ouazrnocmuxu JJCT (k00 no MKB-10: M35.9) o6ycnosnena gvicokoti vacmomoli (00
80%) ee scmpevaemocmu, HeOOHO3HAUHOL UHMepnpemayueti peHOMUNUHECKUX U 8UCYEPATIbLHBIX NPU3HAKOS. Y demeli codemanus 3abonesa-
HUl Yauje popmupyomes o0 8aUSHUEM CXOOHbIX NAMO2EHeMUHeCKUX pakmopos aubo 00HO 3a001e8aHUE 803HUKAEM NOO AUSHUEM OpY-
2020. Mmeromes ceedenus, umo npu JICT y 20% Oemeli 8bissisemcs: 00HO8peMeHHOe 8oéaedeHue 5 cucmem, y 40% — 3 cucmem. Yacmo
6CMpedaromcs UsMeHeHUs €O CIOPOHbI CePOeHHO-COCYOUCMOll U KOCMHO-CYCMABHOU CUCMeM, HECKOJIbKO pexce — U3MEHEHUSs 2acmpOouH-
mecmuHabHOU cepyl, bonee uem y 33% — kocmHo-mbiwedHol, y 19,5% — nopaxcetue motegioenumensHoli cucmemyl. Ocoboe 8HUMA-
Hue 6 acnekme KOMOPOUOHOCMU 3ACAYHCUBAEM PEHOKAPOUANbHYIL CUHOPOM. B 0anHom knunuveckom HAG0O0eHUU npedcmasneH 6apuarm
passumus peHokapouaIbHO20 CUHOPOMA Y MAabYuKa 6 em. Y nayuenma onpedensnoch covemanue 8 peHomunuyveckux u 6 8UCyepanbHbix
npusnakos JCT. M3 éHympeHHUX npu3Hakos npeo0.1adanu usmeHenus 8 cepoye u noukax. Takum o6pasom, 8 paseumuu peHoKapoOuabHO20
cuHopoma eascHyto poaws uzpaem /CT.
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ABSTRACT

This paper describes a case report of renocardiac syndrome in a child with non-inherited connective tissue disease (CTD). The importance
of CTD is accounted for by its high occurrence (up to 80%) and controversial interpretation of phenotypic and visceral signs. In children,
combined diseases more commonly develop under the effects of similar pathogenic factors or one disease impacts the development of another
one. It was demonstrated that five organ systems are affected in 20% of children with CTD and three organ systems are affected in 40% of
children with CTD. The most common conditions are cardiovascular and osteoarticular disorders followed by gastrointestinal disorders.
Musculoskeletal and urinary tract disorders occurred in 33% and 19.5%, respectively. Renocardiac syndrome is of particular interest from the
viewpoint of comorbidity. This case report addresses renocardiac syndrome in a 6-year-old boy. Eight phenotypic and six visceral signs of
CTD were identified in this child. Cardiac and renal abnormalities prevailed among internal signs. Therefore, CTD plays an important role in
the development of renocardiac syndrome.
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AKTYAJIBHOCTb
CoenvHuTenbHas TKaHb MNPUCYTCTBYET BO BCEX oOpra-
Hax 4esioBeka U cocrasiager 45—50% ot obwieit maccol Tena.

usyuatorcs. [lon ICT ceronust NOHMMAIOT reTepOreHHyIo rpy-
My MOJIMTEHHO HacyenyeMbix 3a00JieBaHuMii MyJbTH(AKTOPHO
TNPUPOZBbI, B OCHOBE MAaTOreHe3a KOTOPbIX MOTYT ObITh HapyLie-

OHa aKTMBHO y4acTByeT B oOecrieueHud OONbIUMHCTBA u-
3MOJIOTMYECKMX (QYHKLMI M MPOLECCOB. AKTYaJbHOCTb U3-
yYEHHs] DPa3BUTMSI PEHOKApPIMAIbHOrO CUHIpOMA Y IeTeil
¢ aucriasueit coenvHuTenpHoit TKanu ([CT) onpenensiercs
JIOCTaTOYHO LIMPOKOM pacnpoCTPaHEHHOCTbIO MOCTIeAHEN, Ha-
pacraHreM ee 4acTOTbI C BO3PACTOM M HEJJOCTATOUHOM N3yUeH-
HOCTBIO peHOKapaMasbHoro cuxapoma [1].
KnuHuko-naroreHeTuyeckue, AMarHOCTMYECKUE, a TaKkKe
nporHoctuueckue acnektsl [ICT B mocienHee BpeMsi aKTUBHO

HMSI CMHTE3a 1/WiK pacnaz 6ekoB BHEKJIETOYHOTO MaTpPHKCa,
CrocoOCTBYIOLLME IPOrpaaMeHTHOMY TEYEHHIO TpoLiecca.

JCT MosxeT UMeTb Hacje[CTBEHHYI0 MOHOTE€HHYIO TpU-
poxny, pasBuTHe MPOLIeCCa BO3MOKHO U B pe3yJibTaTe Heba-
rONpUSTHOTO BO3eiCTBUS (PaKTOPOB OKpYsKalolleil Cpezbl
Ha 3MOPMOH U TUIOZ MPH HAaJMYMKM FeHETUYECKON Npezapac-
TMOJIOKEHHOCTH. B CBSA3M € 3TMM paHee GbUIO MPUHSTO Bbl-
nenstb A pepeHIMpoBaHHyI0 U HeindPpepeHLMPOBaHHYIO
¢dopmnr JACT [2].
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B Hacrosiipit MOMeHT HCronbayercst yHuULIMPOBaHHAs Tep-
MMHOJIOTHS], OCHOBaHHas Ha pekoMeHaaLusix npoekra «Hacnen-
CTBEHHble 1 MHOTO(aKTOPHble HapyLLEeHKs! COEAMHUTEIbHOM TKa-
HU y geteit» [3]. CoracHO NaHHOMY MpPOEKTY LienecooOpasHo
BbIZIETISITb HACTIE[CTBEHHbIE HAPYLIEHNSI COENMHUTENbHOM TKaHN
u JICT HeHacnencTBeHHOro xapakrepa. Ko BTopoit popme MOxk-
HO OTHECTU «MSITKWE MyTaLMK», MUKPOJIENIELIMH C HEBbIPAsKEeHHOM
KHnueckoii kKaptuHoii. K JICT, panee HasbiBaemoii «<Heandde-
PEHLMPOBaHHAas», OTHOCKIIM MATOJIOTIO, COYETAIOLLYYK0 HECKOJIb-
KO (PEHOTHIMMYECKMX MPU3HAKOB O€e3 OrpeneseHHOro CUHAPOMA.

K nacnencreennbiM (MoHoreHHbim) otHocsiTest JICT, panee
1MeHoBaBLLKecsl «JudpdepeHLMpOBaHHbIe IUCIIIA3UN», UMe-
[OLlMe OINpefieSIeHHY0 CUMITOMAaTHKY M THUI HacleOBaHMUSI:
cungpoM Mapdana, cunapom Inepca — JlaHno, CMHAPOM
CTuknepa, HecoBepLIEHHbIIT OCTeOreHes, MPoJanc MUTPaJIbHO-
ro knanaia, MASS-cuHpoM (BKJIHOUYAeT NpoJianc MUTPasbHO-
ro KjanaHa, MUOIHIO, yMepeHHOe paclLUMpeHKe aopTbl, CTPUK
Ha Koke). OZIHaKO BHe 3aBMCUMOCTH OT MPUYKHBI TIPH JTH0O0M
sapuanTe JICT cTpanarot HeCKosbKO CUCTEM UM OPraHoOB, YTO
00'bEKTUBHO NPOSIBIISETCS BHELUHUMU (pEHOTUIMMYECKUMHU NPH-
3HaKaMK ¥ CUMIITOMaMHM CO CTOPOHbI BHYTPEHHUX OPraHoB [4].

[lopaskeHne HECKONbKMX OpPraHOB M CMCTEM Yy MallMeHTa
¢ JICT no3BosnsieT NpUMeHsITb MOHsITHe KoMopOunHoctu. [lox
KOMOPOMIHOCTBIO B HACTOsIILiee BPeMs! TOHUMAIOT COYeTaHue
IBYX Uiy Oosee caMOCTOsITETIbHbIX 3a0071€BaHMUii, HE SIBISIO-
1uMxcst ocnokHenueMm apyr apyra. [pu ICT ocHOBHBIM naTore-
HETMYECKUM MeXaHU3MOM (HOPMMPOBAHMSI COYETaHHON MaTo-
JIOTWH SIBJISIETCS! HapyLUueHUe QYHKLMU COeIMHNUTENbHON TKaHH,
aucMerabonu3M 0GekoB BHEKJIETOYHOro Marpuikca. [lapan-
JleJIbHOE MOpaskeHne CUCTEM M OPraHoB, CIPOBOLIMPOBAHHOE
OJIHMM TNaTOJIOTM4eCKUM (pakTopoM, 0003HA4YAeTCsl KaK Mpu-
YMHHAst KOMOPOUIHOCTS [5].

[NousiTie KOMOPOMAHOCTH CyLLECTBYET yske okono 40 ner,
Y B TepaneBTUUECKOi NMPAKTHKe AABHO UCIOJb3YeTCsl MHAEKC
KoMopOuaHocTH YapiicoHa Assi MPOrHO3MpOBaHMsl prUCKa OC-
JIOKHEHWI1 M JIETaNbHOrO MCXOZA NP HAIMYMM y OOJIHOrO
HECKOJIbKMX 3abosieBaHmil. B nennatpun Ha npobiemy KoMop-
OumHOCTM 0OpaTHIM BHUMaHMe JIMLIb B MOC/IeaHHe rofbl [6],
KOMOpOUHbIe 3a00J1€BaHNs! BBISIBIISIOTCS Y J€TEH yKe C MO-
MeHTa poxkzeHus [7].

3amMeueHo, 4TO coueTaHust 3aboseBaHmii yalle GopmMHUpy-
I0TCSl MO, BJIMSIHMEM CXOJHbIX MaToreHeTMYecKuX (akTopoB
160 ofHO 3aboseBaHNe BO3HMKAET MOJ BIMSHUEM [PYroro.
Hannure KoMOpPOMZHOCTH HEraTMBHO BIMSIET HA TeUEHHEe OC-
HOBHOro 3a0o0JieBaHusi, CO34aeT NpobsiemMbl B IMArHOCTHKE,
yBeNMMuMBaeT (pUHAHCOBble 3aTpaTbl Ha GosbHoro. Cienosa-
TeJIbHO, KOMOPOUIHOCTb HEOOXOAMMO YUMTBIBATh MPH BbIpa-
OOTKe ONTUMAJIbHOI CTpaTeruy BefieHus Takux OoNbHBbIX [5—7].

Ocoboe BHMMaHKe B acleKTe KOMOPOMIHOCTH 3aCITyKu-
BaeT peHOKapAMalbHbli CUHAPOM, NOocKombKy npu JCT vacto
BCTpeuYaeTcs CoueTaHHOe MopaskeHHe nmouek W cepaua [8, 9].
PenokapzamanbHblil CMHAPOM MCMOJb3yeTCsl JIs1 XapaKTepH-
CTMKM COYETaHHbIX MOPaKeHWH, MpU KOTOPbIX AUCHYHKLMS
ceprua ¥ novyek BosHMKaeT onHoBpemeHHO [10]. HarnsioHbiv
TNIPUMEpOM PasBUTHUS M JUArHOCTUKY PEHOKAPAMAIbHOTO CHH-
npoma npu JCT sBnsieTcst npezcTaBieHHOe HUXKe KJIMHHUe-
CKoe HabJmozieHe.

KNMHUYECKOE HABJIIOJIEHUE

Manbuuk I, 6 net. I3 aHaMHe3a U3BECTHO, YTO peGeHOK po-
KIieH OT 4-i1 GepeMeHHOCTH, BO3pacT MaTepy Ha MOMEHT po-
108 — 41 rox. BepemeHHOCTb MpoTeKana HeOIAronpusITHO,

Ha (OHe MHOMbI MaTKH, HECOCTOSITENIbHOCTH PyOLia Ha MaTke,
XPOHMYECKOTO MuenoHedppuTa, npesknamncun. Ha 12-13-i1
Hefiene GepeMeHHOCTH MaTb NepeHecsia OCTPOe pecrnupaTop-
Hoe 3abonesanue. Ponpl cocrosnuch Ha 39-i1 Hepene recraLmu,
ponopaspelieHye NPOBeNEHO MyTeM KecapeBa CeueHHUsl.

Macca pebenka npu posknennn 3820 r, mmMHa Tena
54 cm. Ouenka no 1kane Anrap: 8/8 6annos. Pusnonoruye-
CKasl >KenTyxa He oTMedvasach. [lepyor amanTauuy npoTekasn
B LIeJIOM O1aronpusiTHO. IKCKIIIO3MBHOE IPYHOE BCKAPMIIU-
BaHKE COXPAHSUIOCh A0 3 Mec., Jjajiee IPUMEHSUIOCh CMeLlaH-
HOe KOpMJIeHHe, TPUKOPMbl BBOAMIIUCH € 6 Mec. [IcuxomoTop-
HOE pa3BuTHe Ha nepBoM roay 6e3 ocobeHHocTeil. C paHHero
BO3pacTa OTMEYaloTCsl OTCTaBaHKe B Macce U pocTe, LIMKJIMye-
CKMe aLieTOHEeMUYecK1e COCTosiHuMsL. PecrimpaTopHbiMi 3a607ie-
BaHMsIMM O0J1€N He YacTo, BaKLIMHALMSI POBOAMIIACH 110 BO3pa-
cty, 6€3 M0OGOYHBIX PeaKLMii.

W3 cemeitHoro aHamHe3a M3BECTHO, UTO Y MaTepy HMeeT-
Cs XPOHMYECKHI1 MHUeNoHePPUT, XPOHMUECKUI ayTOMMMYH-
HbIi TUpEOUaMT, y 6a0YILKHM 10 JIMHAKM MaTepy — TUIIOTHUPEO3.

C 1-ro rona pebeHOK HaXOAUIICsl HA AHUCMIAaHCEPHOM yueTe
y Hedposiora, peryasipHo Habmoaancs amOynaTopHo, MPOXo-
IWJI CTaLMOHapHOe 00CyIe[OBaHNe B OTAENIEHNH ypoHedpoIio-
ruv 'BY3 AO «OIKB um. H.H. Cunuiuesoit» 8 2016 1 2018 rr.
B 2019 r. Gbin BbicTaBIeH auarHo3: «Ta3oBast AMCTONUS Mpa-
BO#1 nouku. lucmerabonuueckast Hedpponatus. HeiiporenHast
IMCOYHKLMS MOUEBOro Iy3blpsi. BTOpUUHbINA XpOHHMUYECKHii
nH1erIoHeppuUT».

B 2018 1 2019 rr. o6cnenoBaH B oTnenenny neayarpun [BY3
AO «OIKbB mm. H.H. CunuiueBoii», BbicTaBeH qUarHo3: «XpoHu-
YecKMii racTpomyoneHuT. BropuuHas OunmapHas MCYHKLMSL
CyOK/IMHUYECKHi i THUMOTHpeo3». AMOyaTopHO Habmonasncs
y racTpO3HTepoJIora ¢ IMarHo30M: XpOHMUECKHit racTpozyozie-
HUT, XPOHMYECKNI1 TAHKPeaTUT; KOHCYJIbTUPOBaH KapA1OJI0roM
Y TEHETHKOM, MU BbIsIBJIEHbI MHOXKeCTBeHHble npu3Haky JICT.
Jln1s1 yTouHeHKs reHe3a NaToJIOTUK Y JaHHOTO NMaLUEeHTa, a Takxke
yTOUHeHHs! (PYHKLMOHANILHOTO COCTOSIHKSI BHYTPEHHHUX OpPraHoB
(B4acCTHOCTH, MOY€EK ) ObIIO IPUHSITO PeLLIeHNe HAPaBUTb peOeH-
Ka Ha oOcnenoBaHue B HayuHo-MCCIeNOBaTeNbCKUIA KITMHNYE-
CKUI1 MHCTUTYT NeaMaTpun umenu akazemuka [O.E. Benbruiie-
Ba ®I'AOY BO PHUMY um. H.W. uporosa Munsapasa Poccun
(Mocksa), Tam B oTzeneHnn Hedposoruu peGeHOK HaXORMIICS
¢ 20.02.2020 no 11.03.2020.

[pu mocrynnennu xcanobsl Ha HOUHOE HezlepskaHue MOYU
(aHype3). OGBEKTUBHO COCTOSIHME YIOBJIETBOPUTENBHOE, CO-
3HaHue sicHoe. Macca tena 18 kr (nepueHtusnb 3—10%), uH-
nexc maccol Tena 13,61 kr/m? poct 115 cm (nepueHTWIb
10-25%). Tnowanp nosepxHoctn Tena 0,76 Mm% QPusnue-
CKOe pasBUTHE HIXKe CPefHero, NMCrapMOHMYHOE 3a CUeT Jie-
¢duumMTa Maccel.

BusyanbHo oTMeuaroTCsl MUKPOAaHOMAJIMK: JUIMHHAS [71a3-
Hasl 1LeJb, JJIMHHbIE PECHULbI, LIMPOKUI KOHUMK HOCA, aCHM-
MeTpusl YIIHbIX PAaKOBMH, HapylleHue npHKyca. KosxHble
nokpoBbl ~ OnenHele.  [lepudepuueckue  numoaruueckue
yanbl 6e3 ocobeHHocteit. OOpaiaer Ha cebsi BHUMaHue Ha-
pyLieHue ocaHKM (rpyaHoii kudo3 1-it cTeneHu.), BaibrycHas
ZeBUaLysl JIOKTEBbIX CYCTaBOB, CHMITOM TMIEPMOOMIIBHO-
CTU Mexk(anaHroBbix cycTaBoB. CO CTOPOHBI [IbIXaTeNIbHOI CH-
creMbl 6e3 marosoru. PUTM cepaLia HenpaBUIIbHBIN, 4acTOTa
cepaeunbix cokpatenuit (Y1CC) 82—100 B MuHyTy, apTepuab-
Hoe nasnenue (A]l) Ha nesoit pyke 99/45 MM pT. cT. B nuiesa-
PUTENbHOM CHCTEMe MaTOJIOMMYeCKUMX CUMITOMOB HA MOMEHT
0CMOTpa He BblisiBJIeHOo. OTMeuanuch siBleHus JU3ypuK B BUTle
HOYHOTO HeJlep>KaHusl MOUH.
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Takum 00pa3oM, MpH NpOBeNeHHH OOBEKTHBHOTO OCMO-
Tpa GbM OOHapysKeHbl 8 BHELIHNX (pEHOTUIMMYECKHX MPU3Ha-
koB JICT: nnuHHas rnasHasi 1esb, JJIMHHbIE PECHMLbI, LIMPO-
KUl KOHUMK HOCA, aCUMMETpHs! YLLIHbIX PAKOBUH, HapyLleHue
TNprKyca, BajblyCHAsl [eBUALMs JIOKTEBbIX CYCTABOB, CHM-
NTOM TMNEPMOOMIBHOCTH MeX(anaHroOBbIX CYCTABOB, Hapy-
LIeHne 0CaHKM (rpynHoit Kudo3 1-i crenenn).

JlaGopaTopHo B 0011ieM aHajM3e KPOBH, PY UCCIIE0BAHNN
TnoKasaresieil KMCJIOTHO-ILeJIOYHOTO COCTOSIHMSI, B OMOXMMH-
YeCKOM aHaJIM3e KPOBU OTKJIOHEHWII He BbIsiBIIEHO. MIMMyHO-
xumMusi Ha Mapkepbl BUY, renatnrta n cupunnca — pesynbrar
OTpuULaTeNbHbI. B KonposoruueckoM aHasnmse BbSIBIISITIACH
BbIpaKEHHAs1 aMMJIOpesl U KpeaTopesl, yMepeHHasl cTeaTopest
3a CYeT MbUI, PeakUysl Ha CKPBITY0 KPOBb OTPULATENbHASI.
B ob1uem ananuse moun obpariano Ha cebsl BHUMaHUe n3Me-
HEHHOe COOTHOLLeHKe 6enok/KpeatuH (200 Mr/T npu Hopme
<80 Mr/r), MMKPOCKOMMYECKH OMpenesnsiach Clu3b 1 00Jb-
11I0€ KOJIMYeCTBO TIOCKOTro 3nutenus. B npoGe 3uMHMLIKOrO
CyTOYHbIit Arype3 570 M1 (HUke BO3PACTHON HOPMbI), MJIOT-
HocTb Moun 1005-1023.

Y3 OpIoLLHOM MOJIOCTH: MeueHb He yBeJM4eHa, IXOreH-
HOCTb OOBIUHAsI, 3XOCTPYKTYpa MapeHXMMbl OZHOPOLHAs, CO-
cynbl He paciuupeHbl. JKesmuHblit Mysblpb: COKpalleH nocse
npuema nuuu. [loxskenynouHas skenesa: KOHTYD DPOBHbIH,
00OBIYHOII IXOT€HHOCTH, 3XOCTPYKTYpa HEOXHOPOAHASs, pa3Me-
pbl: ronoBka 2 cMm, tesno 1,6 cM, xBocT 1,9 cM. 3akoueHue:
PeaKTMBHbII NaHKPEaTHT.

[lo pesynbraTam onpoca, OOBEKTUBHOMY — CTaTycy,
Y3W 6proLiHoit nonocTyH, pe3yabraTaM OMOXMMUYECKOro Hc-
CJIeZl0BaHKsl BPAUOM-TaCTPOIHTEPOJIOrOM BbICTABJIEH IMArHO3:
«PeaKkTuBHbII MAHKPEaTUT, HeJIb3s1 UCKJTIOUUTb Hanuuue ract-
ponyozneHuTar. JJaHbl peKOMeHaaLuK Mo AasbHeliiemy ooce-
IOBAHUIO 1 HAOJIIONEHHIO.

[pu nposenennn IKI (¢ KIMHOOPTOCTATHUECKNM MOJIOXKeE-
H1eM 1 GU3NYECKO# HarpysKoii) OTMevaach pe3Ko BbIpaskeH-
Hasl CMHYCOBasi apUTMMsI MO Ty «Taxu-Opann», YCC 111-62
B MUHYTY, IPY pUTMe 62 yrapa B MUHYTY — NPU3HAKK YKOPO-
uenust uutepsana QT (327 mc npu Hopme >350 mc), HapyLe-
Hue apanrtauuu QT k YCC.

Ixo0-KTI' ¢ nonnnepomerpueit: B cpeniHeit YacTH MeKIpes-
CEpAHON Meperopofiku perucTpupyercst TypOyJIeHTHbI Mo-
TOK, HaNpaBJIeHHbIN CJleBa HamnpaBo, LWIMPUHON A0 19 MMm.
KoHeuHbli1 auacronnyeckuii pasmep sieBoro xenygouka (JIK)
4,1 cM, KOHeuHbli1 cucronnueckuit paamep JIK 3,4 cm, npa-
Bblii skenynouek 1,6 cM, ieBoe npencepaune 3,5 CM, MEXXKeIny-
noukoBas neperopogka 0,5 cM, TonmHa 3anHei creHku JIK
0,5 cm, ¢pakuust Beibpoca 60%, Pppakuus yrkopouenus 42%,
B nosiocty JOK noumpyercst nononnutenbHas xopaa. I'paau-
€HT JaBJIeHNs] Ha JIeTOYHOM apTepun 4,9 MM pT. CT., MUTPaJlb-
Has peryprutauusi (+) — (++). Cucronuueckoe nasieHue
B [PaBOM skenyZiouke 29 MM pT. cT. 3ak/oueHue: oOHapyxke-
Hbl OTKPbITOE OBaJIbHOE OKHO (puC. 1), 1OMOJIHUTEbHAS XOP-
na JDK, nponanc mutpanbHOro knanasa 1-it crenenu, peryp-
rutauus 1-it cTeneHu.

[lpu cyrounom wmonuTopuHre AJl 3aperucTpupoBaHbl
TMPU3HAKK JTAOMJIbHOM  CMCTOJIO-AMACTONIMYECKON apTepu-
aJbHOI TMIEpPTEH3UM B JIHEBHOE BpeMsl M JIaOMiIbHONM mnua-
CTOJIMYECKON TMNEepPTeH3MH HOYbIO C MOBbILIEHHEM WHIEK-
COB BpEMEHHM runepreHsuu st cucronuyeckoro Al (CALL)
10 31% nHewm, a nng quacronuueckoro AJl (IAl) no 27% nHem
1 10 34% Houbto. CpenHue nokasarenu AJl B IHEBHOe W HOY-
HOe BpeMsl B npefiesiax HopMbl. Makcumanbhblit nogbem CAJL
10 148 mm pr. ct. B 20:13 npu YCC 115 B MuHyTY. Makcumaib-

god Sy WY
Gane -58 o

Clargoe
Core

Puc. 1. Oxokapanorpamma manbyuka I., 6 net. Habnogaer-
€A TYPOYNEHTHBIA NOTOK B CPEAHEN YacTn MexXnpencepaHon
neperopoakun (OTKpbITOE OBaNbHOE OKHO)

Fig. 1. Echocardiography of a 6-year-old boy. Turbulent flow
in the middle part of the atrial septum (pa-tent foramen ovale)

Hblit nogbeM Al 1o 94 mwm pr. ct. B 19:06 npu YCC 107 B Mmu-
Hyty. LiupkazHble konebanus AJl He HapyLLeHbl — JWMIEp.

PebeHok ocmaTpuBaincs BpauOM-KapAMOJIOroM,  KIIM-
HUYeCKWit JuarHos: «Masnble aHOMajaMM pasBUTHSI cepAua.
OTkpbiTOE OBasbHOE OKHO, JOMOJNHMTeNbHas xopza JDK.
[Iponanc mutpanbHoOro knanasa 1-i crenenu. PenanbHas ap-
TepuasbHasi runepTeH3us 1-ii crenenn, nabuibHast popmar.

[lpoBeneHHOe oOC/eNOBaHME NEMOHCTPUPYET HalMune
y JaHHOTO MNalMeHTa BUCLePaJIbHbIX KapAUOIOrMYeCKUX MpU-
snakoB JICT: mononuurenbHo# xopzabl JUK, nponanca mu-
TPaJIbHOTO KJIaNaHa C peryprutaLueii, OTKPbITOro OBajlbHOIO
OKHa W HapyLleH1s puTMa cepiLia B BUe CUHYCOBOIi apUTMUK
10 TUMY «Taxu-Opaan».

Y3 nouek c ynbTpa3ByKOBO# pomnmseporpadueii: npasas
noYKa B TUIIMYHOM MECTe He ONpeJensieTcsl, BUSyalusupyercs
CrpaBa B MaJIOM Taay, JieBast — B OSICHU4HOI1 ob71acTH Ha 1,5 cm
Hike XII peGpa, poTHpoBaHa, MOABMKHOCTb JIEBOI NOUKK 2,3%
(mpu HopMe 1,8% oT pocTa), KOHTYp 00€erX MoveK HEPOBHBbIA.
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LiBeToBOE mOMMIIEPOBCKOE KapTUpOBaHMe: MNpaBas MOYKa —
KPOBOTOK HECKOJIbKO OO€ZHeH, JieBasi — JI0 KarCyJibl, paHHee
BeTBJIEH/e [OYeYHON apTepuu, LEHTPaJIbHblii 3XOKOMILIEKC
cripaBa IepeceyeH MapeHXHMO, CjleBa pacluerieH, JIOXaHKa
cJieBa — CMeLIaHHOro Tumna, 10 ¥ nocje Mukuuu 0,6 cMm. Cnesa
noyeuHblit uagexc 0,52% npu Hopme 0,2—-0,3%, cripasa 0,26%.
MoueBoii ny3blpb 6e3 ocobenHocteit. 3akmouenue: «TazoBast
IMCTONKSI NPABOIt MOYKH, HEeJlb3sl UCKITIOUNTb YABOEHHe Yalley-
Ho-7n10xaHouHO# cucteMbl (YJIC) cripaBa. JleBast novka poTtupo-
BaHa, yBeJnyeHa B 00beMe, MOBBILLIEHHO MOJBIKHOCTH.

[lpu Y3W BbisiBneHbl BuUCLiepaibHble Hedposoruyeckre
npusHaku JICT: ynsoenne YJIC B aHOMasnbHO pacrososkeHHOMH
(TasoBast AMCTOMNMS) MPABON MOYKE, MOBbIIEHHAs! MOIBIX-
HOCTb JIEBO¥ MOYKH.

[lpy nposenenun 3KCKpeTOpHOi yporpaduu TasoBasi
IMCTOMNHMSI IPaBOii MOYKM MOATBEP3KeHa, JieBast [I0YKa pOTHPO-
BaHa, yBeJnueHa B o0beMe (puc. 2).

3aksioueHue yposiora rno AaHHbIM o6cnenoBanust: «Ta3oBast
aucronust npasoi nouky, ynsoenne YJIC crnpasa. BropuuHbiii
OOCTPYKTHBHBII1 N1ENOHepPHUT, Nepruos KIMHIKO-Taboparop-
HO#1 pemuccuu. XpoHuueckast 6omne3Hb nouek | craguu. Heitpo-
reHHast JUCQYHKLMSI MOUEBOTO My3bIpst N0 runeppegiekTop-
HOMY THUIy. BTopruHblit sHYpes».

Hannuune npusHakos [ICT nocimy»kuno ocCHOBaHKHeM 1151 KOH-
CYJIbTALIMK reHeTHKa Jist yrouHennst reHesa JICT. O6beKTHBHO
OTMeueHbl HU3KKe NoKasaTes (GU3NUEeCKOro pasBUTHS, HAPY-
1IeHre OCaHKU (TpynHoOi K1O3), BanbrycHas eBUaLus JIOK-
TEBBIX CYCTABOB, CUMIITOM TMIIEPMOOUIIBHOCTH MeX(aaHro-
BbIX cycTaBoB. Kosa 371acThyuHasi, yMepeHHO pacTsKUMOCTH.
MuKponpusHaKy: ANMHHAsK [1a3Hasl Lelb, AJIMHHbIe PECHHULIBI,
IIMPOKMI KOHYMK HOCA, aCUMMETPUS] YIIHbIX PAaKOBMH, Hapy-
LIeHHe TpuKyca. [poBeneHo nononHuTeNbHOe 00cenoBaHue:
TaHZeMHas Macc-CleKTPOMeTpUsl — IaHHbIX 33 HACTIeICTBEH-
Hble aMMHOALMAONATHM, OpraHuveckue auuaypud U pedek-
Tbl MUTOXOHZIPHAJIBHOTO 6€Ta-OKUCTIEHHs He BbISIBJIEHO; MOYa
Ha OpraHMyYecKre KUCJIOTbl — KOHLIEHTPALMsi OpraHU4ecKux
KUCJIOT B Npejiesiax HopMbl; epMeHTONUarHOCTUKa — aKTUB-
HOCTb JIM30COMHBIX (PepPMEHTOB B npefieniax pedepeHCHbIX 3Ha-
yeHuil. C y4eTOM JaHHBIX 00CIIelOBaHMSI TEHETHKOM BbICTaB-
JIeH KJIMHUYecKuil anarno3: HeHacnezactseHHas JICT cpenneit
CTereHH TSXKECTH.

Takum 00pa3oM, y JaHHOTO MalleHTa OTMEYaeTcsl Couve-
TaHue (PEHOTUIMYECKMX (B KOJIMYEeCTBe 8) M BUCLEPAJIbHBIX
(B konmuectse 6) npusnaxos JICT. VI3 BHyTpeHHuX (BUCLiepab-
HbIX) PU3HAKOB NPeoOIafaloT MU3MEHEHHs! B CepJiLie 1 MOYKaX,
npuyeM MMeeT MeCTO COYeTaHHe OWCIIACTUYECKUX H3MeHe-
HUIA C MOPOKOM pa3BuTHs nouku. Coueranne cumnromos JICT
B CepilLie 1 MOYKax BCTpeuaeTcst LOBOJIbHO YacTo [8, 9]. Acco-
LMaLysl TOpakeHusl NoyeK U cepaLia y pebeHKka MOXKeT paccma-
TPMBATbCSl KAK BAPUAHT PEHOKAPAMAIbHOTO (KapAMOpeHalb-
HOro) CHMHApOMa (KOHTMHYyMa), Korna AUCOYHKLHs JH060ro
OpraHa B 3TO¥ Mape NMPUBOAMT K Pa3BUTHIO WM yCYryOJIeHHIo
naTosoruy Apyroro opraxa. KoMopOuaHOCTb NoyeyHoit 1 Kap-
IMabHOI MaTONIOrMKU U3BECTHA 1 AOCTATOUHO HEIUIOXO U3y4eHa
B TepareBTUYECKO! MPaKTHKe, B MEAMATPUN PacCMaTpPUBaNoCh
¢dbopmMHpOBaHKe BAPUAHTOB KapAMOPEHaIbHOrO CHHAPOMa NpH
coyeTaHMM IOPOKOB CePZiLia M MOUeK Y JeTell, pa3BUTHe KapA1o-
BACKYJISIPHOI MATOJIOTMKM Y [€Teil C XPOHMYECKOil 0O0JIe3HbIO
nouek [10—12]. [lprMeHNTENBPHO K BbILLIEONMCAHHOMY KIIMHM-
4ecKoMy HaOJIIOZIEHNIO MOKHO CZieNaTh 3aKJIOUEHHE O TOM, UTO
y Halllero nal1eHTa PeHOKAapAMalbHblii CUHAPOM pean3yeTcs
B BUJIE PEHaJIbHO¥ apTepraibHOM rMIepTeHsnH, MoKa ellie B Jia-
OunIbHOI popMe 1 6e3 SIBHOTO MOpaskeHH st OPraHOB-MHILIEHEIH.

Puc. 2. Yporpamma manbumka I, 6 net. Ha cHumke npasas
no4ka AMcTonMpoBaHa B 06nacTb Manoro Tasa, runonna-
31MpoBaHa, NPaeblii MOYETOYHNK KOPOTKWIA, BUOEH Ha BCEM
NPOTSXXeHUn, pactumpeH ao 0,5 cM B gnameTpe, nesas noy-
Ka poTupoBaHa

Fig. 2. Urography of a 6-year-old boy. Pelvic dystopia and
hypoplasia of the right kidney. The right ureter is short and
visible all over, enlarged (to 0.5 cm), the left kidney is rotated

3AKIIOYEHUE

JlanHoe KiIMHMYecKoe HaOJOfieHNe JIEMOHCTPUPYET CO-
yeraHue y peOeHKa MaToJIOrMKM HECKOJIbKUX OpraHoB, Mpen-
TNOJIOKUTENbHO (POPMUPYETCSl MPUYMHHAS KOMOPOMIHOCTD,
u Gonbliiast yacTb AMarHo3oB ceszana ¢ JCT, npusHaku KOTO-
pO¥i BbIsIBIEHBI TPU OO'BEKTUBHOM M MHCTPYMEHTAJIbHOM 00-
CJIEZIOBAHUM M TOLTBEP:KIEHbl reHeTMKoM. OIHAaKO BOMPOC
MCTUHHO} NPUYMHBI 3a00JIEBaHUI1 TTOKA OCTAETCSl OTKPBITBIM,
pebeHKy Tpebyercs perynsipHoe HabozmeHHe y OOJbLIOro
KOJIMYECTBA CHELMANIMCTOB, NOMOJIHUTENbHOE JabopaTopHOe
¥ MIHCTpyMeHTasbHOe 00C/eNloBaH e, IaJIbHEeMLINIA TOMCK BO3-
MOJKHbIX HAaCJIeICTBEHHbIX ITPUYHMH MMaTOJIOTUN.

Bce 310 co3naer nonosHKUTENbHbIE CIOXKHOCTY B OpPraHu-
3aLMK BeZIEHMsl TaKOro MaulyeHTa Ha amOysaTOPHO-TMOJMKIIN-
HUYECKOM 3Tare, TpedyeT pa3paboTKi MHAMBUAYAJbHbIX CXEM
o0cnenoBaHus, jJe4eHus, JucraHcepysaunu 1 pea61/mmaul/m.
HesiCHbIM BBIIIISANT M MPOTHO3 Y TaKOTO «TPYAHOTO MaLMeH-
Ta», TIOCKOJIbKY OOHapYsKEHHbIN pPEHOKApAUAJIbHBINA CUHIAPOM
sBJISIeT CO0OIl YK€ OCJIOXKHEHHYI (pOpPMY KOMOPOUIHOCTH.
AkTyasnbHOCTb MPOOIEMbI PEHOKAPAMANIbHOTO CHHAPOMA MpPH
KOMOpPOMAHOCTH O0OYC/IOBIEHa TPYAHOCTSIMM JJMarHOCTHKH
¥ BO3MOXKHBIM Pa3BUTHEM OCJIOKHEHMIi B BUIE YTPATbl PyHK-
LIMi1 3aMIHTEPEeCOBAHHBIX OPraHOB.
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