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KAMHUYECKOE HABAIOAEHUE COYETAHUA 3
BPOXAEHHOIO NOPOKA CEPALUA N AHOMAANN MOYEBOU
CUCTEMbBI Y NOAPOCTKA

Pestome. B cmamve npedcmasaeno kaunuteckoe Habao0eHue MHOJICECBEHHbIX NOPOK08 PA36UmMUsl Y pebeHKa:
COYemanust 8pONCOeHHO20 NOPOKA cepoua ¢ aHoManuell pazeumusi Mo4e6oll CUCHeMbl Ha QPoHe CUHOPOMA Hedugh-
heperuuposanHoll ducnaazuu coeOUHUMenbHOl MKAHU MAKCUMANbHOL cmeneHuU. JlanHblil KAUHUYeCKULl CAyYail
npedcmasnsem unmepec 04s neduampos. Jlemu ¢ nNOpoKamu cepoyua u Mo4eoil CUCMeMbL HACMO UMerom U opyeue
AHOMAAUU PA3GUMUSL OP2AHO8, NOIMOMY Y MAKUX NAUUCHINOG GAICHBIM S8AA€MC s NPOGEOCHUE NOAHO20 MYAbMU-

cucmemHo20 06c1e008aHuA.

Karoueesnte caosa: muosxcecmeenmole noOpoKUu paseumiusi, 0emu, obcaedosanue.

Bpoxnenusie mopoku cepaia (BI1C) — ato anato-
MHUYecKHe Te(eKThI B CTPYKTYpE Ceplia, eTo KiIarmaHHO-
TO ammapara WId KPYITHBIX COCYIOB, KOTOPBIC IIPUCYT-
cTBYIOT ¢ poxaeHus. BIIC sBisitoTcst oqHON U3 caMbIX
pacnpoCcTpaHEeHHbBIX aHOMAaJIUii pa3BUTUS y AeTeir. Mx
YyacToTa B HacTosiee BpeMs cocTaBisier 10 30 % cpenu
BceX MOpoKoB pa3Butus [5]. Toabko B YKpaunHe exXero-
HO poxaaercst S—6 ThIC. AeTeli ¢ Pa3IMYHBIMU aHOMAJI -
SIMM cepiilia ¥ cocynoB. [1prueM B mocieaHee aecsaTuie-
THE OTMEYAeTCs TeHIEHIIMSI K CTPEMUTEIbHOMY POCTY
YacTOTHI 3TOU ITATOJIOTUH B YKpauHe |3, 4].

BITIC 0OBbIYHO SBISIOTCS CIEACTBUEM MYIbTH(AK-
TOPHOTO BO3ACHCTBUS. JIWIIb WM3peaKa ymaeTcss BbI-
JIEJIATh KaKylo-1Tuoo omaHy npuauny. [Tpuannoit BI1IC
MOTYT OBITh KaK 3K30T'€HHBIC, TaK M TCHeTUYECKIUE (DaK-
TOpPBI, ACHCTBYIONIME B MEPUOJ SMOPHOHAIBHOIO pa3-
BUTHSI OpraHoB (oT 16-ro mHs o 10-i Hemenu mocie
OIUIOAOTBOPEHMUS STMLIEKIETKN). OCHOBHBIMU 3K30T€H-
HBIMU TepaTOreHHbIMU (haKTOPAMU MOTYT OBbITh: JIIOObIE
BUPYCHBIE WM OaKTepuaabHble MHMEKIUM, IPYTHUE CO-
MaTUJYeCcKue 3a00JIeBaH1SI MaTePH, TSKEJIble TOKCUKO3bI
MepBOI TTOJIOBUHBI OEPEMEHHOCTH, TPEIIIECTBYIOIINE
abopThl M BBIKUIBIIIN, CJIy9al MEPTBOPOXIEHHOCTH,
MO3IHSIS OepeMEHHOCTh (CTapiie 35 JIeT), aIKOTOJIM3M,
HEKOTOpPbIE JIEKAPCTBEHHBIE CPEICTBA, NOHU3MPYIOIIEe
n3IydeHue, podeccuoHaIbHbIe BpeTHOCTH (paboTa ¢
KpacKaMu, JJakaMH, OCH3MHOM U IPYTUMUA XUMHUECKU-
MM BelectBamn) [1, 7, 8].

Cnenyetr moguepkHyTh, 4yTo BITC MoryT couerars-
Csl ¢ BPOXKACHHBIMU TOPOKAMU Pa3BUTHUS APYTUX Op-

raHOB M CHUCTEeM (MOYEBOM, KEIYTOUHO-KUIICIHOTO
TpakTa, LeHTPaJIbHOM HEPBHOM cUCTeMbI U Ap.). Pac-
IIPOCTPAHEHHOCTh MHOXECTBEHHbBIX ITIOPOKOB pPa3BU-
tns coctasiseT 0,9—2,4 Ha 1000 HOBOPOXIEHHBIX [2].
ITo pannbeiM I'. BepHosckoro u C. PybeHcraiina [3], y
nereit ¢ BIIC otMeueHa 0oJjiee BbICOKAs 4acTOTa aHO-
MaJIiii MO4YeBO# cCTeMbl — 3—6 % HOBOPOXIEHHBIX C
BIIC B cpaBHenuu ¢ 1,4 % B obuieit monyasiuuu. Yare
BCETO BBISIBJIIOTCSI TaKHe aHOMaJIMU, KaK THIpoHed-
pO3, VIBOGHWE MOYETOUYHWKOB, areHe3Ws] OJXHOU IO~
K1, aHOMAaJIMUA PACIIOJIOKECHUS, TTOUeUHasT OUCTIIa3us.
B mocnemnue TOABI aKTMBHO M3yYalOTCS TCHETHYC-
CKME TIPUYMHBI MHOXECTBEHHBIX ITOPOKOB Pa3BUTHS.
Pe3ynbTaThl MCCAEIOBAHUI CBUAETEILCTBYIOT O CY-
LIECTBOBAHUM T€HOB — PEryJSITOPOB 3MOpUOreHe3a,
takux kak PAX-2, WT-1, BMP-7, BMP-5 u ap. [9].
Hapsany c perynsuumeii MetaHedpalbHOTO pPa3BUTHUS
STU TeHbl OOECIEeUMBAIOT MEXTKAHEBbIC B3aMMOJCii-
CTBMSI, KOHTPOJIUPYS Pa3BUTHE IJIa3, OPraHOB CJIyXa,
KOCTHOW M JIPYIMX CHUCTEM ME3EHXUMAJIbHOTO IpO-
HUCXOXAEeHUS. MOXHO TIPENNooXNUTh, YTO B OCHOBE
dopMHUpOBaHUS MHOXKECTBEHHBIX ITOPOKOB Pa3BUTHUS
JIEKWT HapyIIeHNEe SKCITPECCUU TEHOB — PETyIsITOPOB
sMmOpuoreHe3a. [leTy ¢ mopokamu cepilia 1 MOYeBOM
CHCTEMBI 9aCTO MMEIOT M APYIHue aHOMAaJIUK Pa3BUTHUS
OPraHOB, II03TOMY Y TAKKX IALIMEHTOB BAXKHBIM SIBJISI-
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eTcsl TIPOBeIeHHe BO3MOXHO 00Jiee TOJTHOIO MYJIbTH-
CUCTEMHOI'0 00C/IeIOBaHUSI.

Kpowme Toro, HoBopoxkneHHbie ¢ BITC umeror 6osee
BBICOKYIO, YeM B OOIIIEH MOITYJISIIMK, YACTOTY aHOMAJTHIA
TOJIOBHOTO Mo3ra. MIMeroTcs maHHBIE O ITOBBIIICHHON
yactote MHUKpouedhamu (1o 36 %), MO30JUCTOl are-
HE3UH, aHOMaJIbHOUW HEpPOHAJIbHOW MUTpaLMu, Jobap-
HO1 BUCOYHOM TMITOILIA3UH Y TTALIMEHTOB, POXICHHBIX C
BIIC 3, 6].

ITpuBonnM coOCTBEeHHOE HAOMIOAEHNE MHOXKECTBEH -
HBIX ITOPOKOB Pa3BUTHUSI Y peOCHKA, B YaCTHOCTU COYe-
taHus BIIC ¢ aHomanueit MoueBoii cucTeMbl. MalbunK
M., 14 net, u3 c. boropoanunoe CnaBsHCKOro paiioHa
JoHelKoi 00sacTd HaXoauJcs B OTACJEHUU AETCKOM
KapauoJOTUM, KapIuOXUpypruu u peaduaurauuu MH-
CTUTYTa HEOTJIOKHOM M BOCCTAHOBUTEIILHON XUPYPTUH
umenu B.K. I'vcaka HAMH ¢ 02.12.13 mo 13.12.13.

[Tpu mocTyruieHnK MPEerbSIBIIST XKaJT00bl Ha PEAKYIO
KOJTIOIIIYIO OO0JIb B Cep/Ilie, OMBIIIKY IMPY (hPU3NIECKO Ha-
Tpy3Ke 1 BOJIHEHIH, YTOMJISIEMOCTh, CHIDKCHHE allIIeTUTA.

Anamue3 3aboneBanus: auarHo3 BIIC y GonbHO-
ro ObUT MpennoyiokeH B pomnome. Pogurenn ot obce-
JIOoBaHUSI oTKaszaauch. B 3-nmetHem Bospacte (2002 r.)
KOHCYJIBTUPOBAaH KapIUOXUPYProM. YCTaHOBJIEH Iua-
rHo3: BIIC — nedekT MexcKeTyI0uKoBOI Meperopoaku
(AMIKII), creHos nerouHoit aprepun (JIA). B 6-etHemM
Bospacte (2005 r.) mpoBeaeHa Xupypruueckasi KOppek-
st nopoka — ruiactuka JAMZKIT cuHTeTnueckoil 3a-
TUIaTO M MUHUMAaJbHas UHPYHauOyaoToMus. B nanb-
HEHIIeM MaJbuMK HaOMIomaicsd KapIUOXUPYPIoOM C
KOHTPOJIEM 3XOKapAMOTrpaMuecKoro WCCIeNOBAHUS
(Ox0KT'). B muHammke peuryHtupoBanust JIMXKII xe
0b110. OCTAaTOUHBIN IPAAMEHT NaBJICHNUS Ha KiamaHe JIA
ymeHbmajncs (21 — 17 — 14,3 — 10 mm pr.cT.). Uepes He-
JIEJTIO TTOC/Ie OIepaluy y O0JBHOIO BBISIBJICHA HEIOCTa-
TOYHOCTh aopTajbHoro kianaHa (AoK) I cr., a yepes 1
ron — HegocTtatouHocTh AoK I1—III cT., KoTopas coxpa-
HSLJIaCh 0 MOMEHTA MOCTYTUIEHUS B KIIMHUKY. B 10-71eT-
HeM Bospacte (2009 r., yepe3 4 roma 1ocsie orneparmmn)
BBISIBJIEHO YBEJIMUCHUE TIOJIOCTH JIEBOTO JKETyd0o4YKa
(JI2K) n ymepennas ero rurieptpocusi. CokpaTutebHast
(yHKIIMSI MUOKap/ia OCTaBaJlach YIOBIETBOPUTEILHOA.
®paxius BeIOpoca — B mpenenax Hopmbl (70—75 %). B
12-meTHEM BO3pacTe BIIEPBEIC BHISIBIICH YMEPEHHBIN CTe-
HO3 M HEAOCTaTOYHOCTh MUTpasibHOro KiamaHa (MK).
3a BpeMs HaOmoaeHUsT peOeHOK HEOJHOKPATHO OCMa-
TpUBAJICS KaparopeBMaToaoroM. C 1esIblo UCKITIOYEHUS
PEBMATUUYECKOIO Mpoliecca PEKOMEHI0BaIOCh OIpeae-
JIeHUE TUTpa aHTUCTpenToau3uHa-0O, ocTpoda3oBbIX
rnokazaTtejieif, KoTopoe He ObLIo MpoBeaeHo. [lanueHT
HU pasy He TOCIIUTAIU3UPOBAJICS B CTALIMOHAD, HE TTOJTy-
yaJ1 JiedyeHue.

AHaMHe3 XM3HU: pedeHOK poxiaeH oT IV 6epemeH-
HOCTH, BO BpeMsI KOTOpOi MaTh B I TpmMmecTpe mMmesa
KOHTAaKT C XJIOpHO# m3BecThlo, Il cpouHBIX pomoB (2
TpeabIayIe OepeMeHHOCTH 3aKOHUWINCh MEIUITMH-
ckuMu abopramu). Macca nipu poxaeruu 2900 r, poct
50 cm. PebeHOK poauniics B achMKCUY JIETKOM cTereHU. B
CBSI3U C HEOHATAJILHOM XKEJITYXON U IIEpUHATAIbHBIM I10-
pPaXEHUEM LIEHTPAJILHOM HEPBHOM CUCTEMBI HAXOIMUIICA

B OTAEJCHUU MaTOJIOIMU HOBOPOXAEHHBIX. [IpUBUT 1O
Bo3pacTy. HacTto mepeHOCUJ OCTphble pecrupaTOpHbIe
3abosieBaHus1. B 8-netHem Bospacte (2007 r.) mpoBese-
Ha TOH3WIIIKTOMUS. AJJIEPTMYECKUX peakIMii He OT-
mevasioch. CeMeliHbIN aHaMHE3 OTITOIICH: MH(apKT y
6a0ymrku B 40-1€THEM BO3pacTe.

[Ipu mocTyreHnn cocTosTHUE peOeHKa TSDKEI0e 110
OCHOBHOMY 3aboseBaHmnio. CaMOYyBCTBHE HE HapyIle-
HO. ACTeHn4ecKoro TesocinoxeHust. [loHkeHHOTO -
taHus. PU3KMYecKoe Pa3BUTUE HIXKE CPEIHEro IO BCeM
nmapamerpaM (macca 35 kr — 10-i1 TiepLieHTWIb, POCT
146,5 cm — 3—10-i1 IepLUEeHTWIN, OKPYKHOCTb IPYIHOMI
kietku 71 cm — 10—25-i1 nepueHTUIN, OKPY>KHOCTD TO-
JoBbel 50 cM — MeHee 3-ro mepueHTus1). OTMevanach
0JIETHOCTh KOXHBIX TTOKPOBOB C JIETKMM PO30BBIM PY-
MstHIIeM Tiek. Cimsucras 000I09Ka POTOTJIOTKU PO30-
Bas, YMCTast, MHOKECTBEHHBIH Kapuec 3y0oB. [ umeprpo-
(bust HeOubIx MuHIAMWH. [Tepudeprueckue TMMbOY3TbI
He yBenuueHbl. Kpbuibs Hoca HampspkeHbl. OOpaiana
Ha ce0sT BHUMaHME ITyJIbCALIMS COCYIOB IIIEH, B IPEMHOI
sIMKe, BIUTacTpaibHOI ob1acTu. MMen Mecto cuHIpom
HeandGepeHIUPOBAHHON AUCIUIA3UN COSAMHUTEILHOMN
TKaHU: IUCIUIACTUYECKUI POCT 3yOOB, MCKPUBJICHUE
HOCOBOM TEPEropoaKu, TMIepMOOUILHOCTL CYCTaBOB,
MyIoYHasl Ipblka, CKOJMO3. B Jerkux Be3uKy/sipHOe
npeixaHue. [Tpr ocMoTpe rpyIHOM KIIETKH BEPXYIIEYHbII
TOJTYOK YCWJIEHHBIW, Pa3juTOi, CMelleH BieBO. [pa-
HMIIBI OTHOCUTEJILHOIN CEpPIEeYHOM TYIIOCTU CMEIEHBI B
ToTepeyHrKe: TipaBasi — Ha 1,5 cM KHapy>Xu OT TIpaBoO-
ro Kpas rpyavnsl; BepxHssg — III pebpo; neBag — 1o
repeHel akcuUIsipHo JinHUU. TOHBI cepia ociaode-
HBI, CUCTOJIMYECKUI IIyM B | TOUKe, mpoTomracToamie-
ckuit — Bo II Mexxpebephe cripaBa OT IPYIMHBI, a TAKXKE
B III-IV mexpebdepne cneBa oT rpyauHbl. [1ynbc Ha me-
pudepruyecKrx apTepusix BbICOKUIA, CKOPbIi, OOJIBILION
(altus, celer, magnus). YacToTa cepaeuHbIX COKpallleHU
(YCC) B BepTuKaabHOM noyioxkeHuu 105 ynapoB B Mu-
HYTY, B TOpU30OHTaJibHOM — 85. KUBOT Msrkuii, 6e3-
Oosie3HeHHbIN. HrbkHUMIA Kpaii TledeHn onpenesics Ha
4 cM HIKe pebepHO TIyrv. YMepeHHasi MacTO3HOCTh Ha
roseHsx. [1pu olileHKe MCXOMHOTO BETETATUBHOTO CTATY-
ca BBISIBJICHO TIpeobJafaHne CUMIATUIeCKO HepBHOM
CHCTEMBI.

Heo6xonnumMo oTMETUTD, UTO apTepUaIbHOE JaBJICHNE
(AJl) Ha mpaBoii pyKe y monpocTKa coctapistio 130/0 Mm
pT.CT., Ha JieBoit pyke — 120/0 MM pT.CT., Ha HOrax —
220/0 mm pr.cT. Takoe AJl Ha3bIBalOT «(heHOMEHOM Oec-
KOHEUHOI'O TOHa», KOTJa HaOII0JaeTCs CaMOCTOSITE b~
HOE€ 3BYYaHWE CTEHOK apTepuii MpU HEIOCTaTOYHOCTU
AoK, a Takxke npu 00JbIIMX (PU3MUYECKUX HArpy3Kax y
CIIOPTCMEHOB, aHeMUsIX U TUpeoToKcuko3ze [1]. Bax-
HyIO poJib B (POPMUPOBAHNM TeMOIUMHAMUUYECKUX OCO-
OEHHOCTEIl MU KOMIIEHCATOPHBIX MEXaHU3MOB TIpU He-
noctatouHoctT AoK wurpaer obiee mepudepudeckoe
COINPOTUBJIEHUE: €r0 CHIDKEHUE BENET K IOBBILIEHUIO
BBIOpOCA KPOBU B A0PTY U YMEHBIIICHUIO PETYPTUTALINN.
Takum 00pa3oM, ITyJILCOBOE IaBJIEHUE 1 CepISYHbII BbI-
OpOC yBEIMUMBAIOTCS 10 TAKOU CTEIIEHM, YTO YCUJICHHASI
MyJIbCOBAs BOJIHA TOXOIUT A0 NepudepuuecKrx COCyI0B
U CJIBIIITHA JaXKe MOCJIe CHUXKEHUS TaBJIeHUsT B MAHXKETKE
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TOHOMeTpa 0 HyJis1. KpoMe Toro, y JaHHOTo maiyeHTa
oOpalraja Ha ce0s1 BHUMaHUE 3HAYMTEIbHAsI pa3HUIIA
Mexay cuctonmyeckum AJl Ha pykax u Horax — 100 MM
pT.CT. (B HOpMe cucToimdeckoe Al Ha Horax IOJDKHO
ObITb Ha 15—20 MM pT.CT. BbIllIEe, YeM Ha pyKax). DTOT
CHMIITOM OOBSICHSICTCS TEM, UTO ITOIKOJICHHAS apTepust
SIBJISIETCSI TIPAKTICCKU TIPSIMBIM TTPOIOJIKEHIEM a0PTHI,
B TO BpeMsI KaK IUIeUeBast apTepusi — JIMIIb e¢ JaTbHel
BeTBbIO. [105TOMY ITy/IbCOBast BOJIHA 3HAYUTEIHLHO CHUJIb-
Hee PacIpOCTPaHsIEeTCs] Ha COCYAbl HMKHUX KOHEYHO-
CTeil, B pe3yJibTaTe Mbl PETUCTPUPYEM BBICOKHME LIM(PBI
cucronuyeckoro AJI [1].

B cBsi3M C BBISIBACHHBIMU KapaualbHBIMU U3MEHE-
HUSIMM Y TIOAPOCTKA IpOoBoAMIach auddepeHInaabHast
JMarHOCTMKA MEXIY CJIENYIOLIMMU 3a00JIEBaHUSIMU: He-
pPEeBMaTUYECKMI KapIWT, XpOHWUIECKasT peBMaTHIeCKast
0oJie3Hb cepana, MHMEKIMOHHBIA 3SHIOKAPIUT, BHI-
paxkeHHasT BUCICpabHAsl OUCIUIA3Us COCIMHUTCIHHOMN
TKaHU, BPOXICHHAs aHOMAaJUSI CTPOEHUSI CepACIYHOTO
KJIaIlaHa.

Pe3YAbTGTbI AOMNOAHUTEAbHbIX MeTOAOB
06CcAeAOBAHUS

Knuanyeckuit aHamus kposu: 3p. 4,1 T/n, Hb
148 v/n, UIT 1,0, neiik. 5,9 I'/m, 1. 3 %, c. 55 %, mumd.
35%,m.10 %, 303uH. 5 %, 6a3. 2 %; COD 4 Mm/4, TpOM-
6oruTel 196 '/

BuoxumMudyeckne ToKazareNM KpOBU: TIIIOKO3a,
ounupyouH, AJIT, ACT, xoaryiorpamMmmMa B HOpME.
MB-dpakiust kpeatunkuHassl 34,19 En/n (Hopma mo
24), tportonuH T 0,01 ur/ma (Hopma go 0,01). Mosro-
BOW Harpuitypetmdeckuii mentua 12,26 nr/min (Hop-
ma g0 125). IIpoda Makkmiopa 10 munyt. Tutp ACJIO
837 ME/mn (Hopma 1o 200). Octpocda3oBbie TTOKa3aTe-
qu: C-peakTUBHBIA 0eloK 2 Mr/in (Hopma 1o 6), cepo-
mykoun 0,15 en. (Hopma 0,13—0,20). CBoOOIHBIN OKCH-
npoauH 88,9 Mmkmoub/n (Hopma 21,0—34,2).

BBuay BbICOKOT0 MHMEKIIMOHHOIO MHACKCA U y/a-
JIEHHOTO BO BpeMsI OTIepaTUBHOM KOPPEKIIMU BPOXKIEH-
HOTO ITOpOKa cepila TUMyca MarueHTy ObUTO TTPOBEACHO
ucciaenoBaHue uMMmyHorpammbl: CD3 T-numdouursl,
CD4 T-xennepsl B Hopme, CD8 T-cynpeccopst 20,5 %
(camxensr), CD8 T-cympeccopsl (aOCOTIOTHOE YHC-
70) 462,00 xnetok/MKn (cHkeHsl), CD16, CD56 Ha-
TypaibHble Kwuiepsl, CD20 B-mmumdonutsl B HOpMe,
CD3 + CD25 akruBarop T-nmumbonuts 1,64 % (pe3ko
cHmkeHbl), CD3 + CD25 aktuBatop T-aumMbouuTsi
(abcomoTHOE UKciio) 42 KIETOK/MKJ (pe3KO CHUXKEHBI).
NST-Tect cTuMyIMpoBaHHbIN 28 % (CHIKEH).

Anextpokapauorpamma (OKI): puTM CHUHYCOBBIN,
peryJIsIpHBIIA. DJIeKTpuyecKass OCh cepiilla OTKIOHEeHa
BieBo. YCC 83 B muHyTy. HemnonHast 610kana mpaBoit
Hoxku ydyka ['uca. 'uneprpodust 1eBoro xenymnouka.

CyrouHoe monutopupoBanne IDKI 1o Xonrepy:
cpemassst YCC gaem 97 B MUHYTY, MUHUMAJIbHas 74,
makcuMmaibHast 154. Cpennsist HCC HOublo 72 B MUHYTY,
MUHMMaJIbHas 65, MakcuManbHas 90. B teueHue BpeMe-
HM HAOJIIOAEHUST PETUCTPUPOBAJICS CUHYCOBBIIA PUTM C
HapylIeHUEM XKeJIyJIOUKOBOro IpoBeacHus. Hamkeny-
JIOYKOBAsI U 3KEJIyA0YKOBasi SKTOIMYECKass aKTUBHOCTh

B npeaeax HopMmbl. Minemuueckue nusmeHeHus Ha DK
He oOHapyeHbl. ToJlepaHTHOCTb K (PU3MUYEeCKON Ha-
rpy3ke Hu3kas. I[Ipy 3ToM B THEBHMKE CYOBEKTHUBHBIX
OIIYIIIEHWI TIAaIMEHT OIMKCal CBOE CaMOYYBCTBUE B Te-
YeHWe CYTOK KaK HOPMaJIbHOE, JIUIITb TTPU BHITIOJTHEHUMN
Harpy304HbIX Mpo0 OTMETUJ HEOOJBIIYIO ONBIIIKY Ha
6-M 3Taxe.

Ha 0030pHO#T peHTreHOrpaMMe OPraHOB TPYTHOM
KJIETKM BBIPaXKCHHOE CMEILEHNE I'paHMII cepAila B MO-
repeuHrike. Cepilie B BULIE «CaIlOXKa», C TOAYEPKHYTON
tanueit. Beioyxanue myru aopthl. KapaynoropakaabHbIit
uHuIekc 56,5 %.

9xoKIT": cocrossuue nocne miactuku JIMXKII u cre-
Ho3a JIA B 2005 r. PemryHtupoBaHus HeT. OCTaTOYHbII
rpagureHT naBiaeHus Ha kianaHe JIA 10 mm pr.ct. Eaun-
CTBEHHasl MaMWIISIpHAsT MBIIIIIA U Cy0aopTaIbHasT MEM-
OpaHa B BbIBOHOM TpakTe JIZK. ['panvieHT naBaeHus Ha
AoK 27 mm pr.ct. Hemocratounocts AoK II cr. Yme-
peHHbI cTeHOo3 U HepoctaToyHocTh MK I cr. VBenn-
yeHre noysoctu JIK, KoHIIeHTpryecKas TUIIepTpOusL.
TommmHa MexckeaymoukoBoii neperoponku 1,0 cMm (B
2011 r. — 0,89 cm), TommmHa JI2K 0,98 cm (B 2011 1. —
0,98 cm). CokpaTtuTenbHasi CIIOCOOHOCTh MHUOKapaa
yaoBieTBopuTeabHag. @paxuys Beiopoca 66 %. Koneu-
HbII fuactonuveckuii uHaekc 140 (N = 75).

TakuMm o0pa3om, OOBEKTUBHBIE JAHHBIE U PE3YJib-
TaThl JOTIOJTHUTEbHBIX METOIOB WCCJIEIOBAaHUS T10-
3BOJIWUIA C OOJIBbIIC BEPOSITHOCTHIO MCKIIOYMTH He-
peBMATMUYECKWII KapAWT, pPEeBMaTUYECKU TIpoliece,
MHGEKITMOHHBIN 3HIOKAPIUT, BPOKIECHHYIO aHOMAJTUIO
cTpoeHus KinanaHa. O4eBUIHO HATMIKME oyara XpoHUYe-
CKOM [3-TeMOJINTUYECKOI CTPENTOKOKKOBOW MH(MEKIINN
y peOeHKa B BUIIe KapUO3HBIX 3y00OB. [1oBbIIIICHIE YPOB-
HSI CBOOOIHOIO OKCUIIPOJIMHA B KPOBU B 2,5 pasa Iofa-
TBEPXKIAJI0 BBICOKYIO CTEEHb COCAMHUTEIHbHOTKAHHOM
JUCIUIa3uM Y OOJIbHOTO, CJCACTBHMEM 4Yero, BEpOSITHO,
SIBUJIOCh HapacTaHUe HelmocTaTouHocTu AoK.

s yToUHEeHUsT HAJIMYMST BO3MOXKHBIX BHUCLEPATb-
HBIX TIPOSIBJIEHWI TUCIIa3UMd COSIUHMUTEIbHON TKaHU
1 VICKJTIOUEHUS BEPOSTHBIX ITOPOKOB PAa3BUTHSI IPYIUX
OpPraHOB ¥ CUCTEM OBLIO TTPOBENCHO YJIBTPa3BYKOBOE UC-
cJieJlOBaHUE OPraHOB OPIOIIHON MOJIOCTU U 3a0PIOIIMH-
HOTO npocTpaHcTBa. Hapsiny ¢ m3aMeHeHUsIMM XKeTIHOTO
ITy3bIps. (M3BUTOM) OoOpaTtuia Ha cebs BHUMAaHUE He-
BO3MOXKHOCTh BHU3YaJIM3UPOBATh JIEBYIO MOUKY. [pyrue
OpraHbl XapaKTepPU30BaIUCh HOPMaIbHOI 3Xorpacuye-
cKkoii kaptuHoii. IIpoBeneHHas1 B MOCJEAYIOLIEM CITU-
pajbHasi KOMIIbIOTEpHasi ToMorpadusi 3a0pIOIIMHHOIO
MPOCTPAHCTBA MO3BOJIMJIA AUATHOCTUPOBATh areHE3UIo
JIEBOM MOYKU, BUKAPHYIO TUIIEPILIaA3UIO MPABOM MOYKU.
ITpu sTOM OOLIMIA aHATM3 MOYM — Oe3 MaToJoruu (OT-
HocuT. 1. 1021, 6e/10K 1 I1I0Ko3a He O0H., Jieiik. 1—2 B
1/3p, 3p. He O0H.), GYHKIMS eAMHCTBEHHON TTOYKU He
HapylieHa (OCTaTOYHBINA a30T 2,1 MMOJIb/J, MOYCBUHA
4,6 mmoJb/n, kpeatuHuH 0,054 MMOJIB/JT).

Takum 06pa3zoM, MyJbTUCUCTEMHOE OOCJIEI0BAHUE
MalyeHTa C KMCIOJIb30BAaHUEM COBPEMEHHBIX METOIOB
BU3YaJIM3allMK, TIEPEeHECEHHAsT XUPYPIrudecKasi KOppeK-
uust BITC B 2005 rony, HapacTaHue KJITMHUYECKUX SIBJIE-
HUI CepIeYHOl HEeMOCTaTOYHOCTH, OTpUIIaTeIbHAS J1-
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HaMMKa 3xoKapauorpaduyeckKoid KapTUHBI MTO3BOJIWIN
YCTAaHOBUThH TMATHO3: MHOXECTBEHHbIE TTOPOKU PA3BU-
Tus. BITC: AMXII, creno3 JIA. CocTostHue 1ocie 1ia-
cruku JIMZKIT cuHTeTHYecKoi 3arjaToit, 4acTUYHOMN
nH@yHauoynoromuu B 2005 r. AreHe3us JIeBOU MOYKMU.
KoMOGuHUpPOBaHHBINM a0pTaJIbHBIN MOPOK C Mpeodiaaa-
Huem HemoctatouyHoctu I cr. CTeHO3 M HemocTtaTtoy-
HOCTb MUTpaAJIbHOTO KJamnaHa I ct. Ha dhoHe aHOMau
CTPOEHUSI MUTPATBHOTO KJIaraHa (€AMHWYHAST TIarui-
JISIpHAsI MBIIIIIA) U MUTPAJIA3AIMY A0PTAIBHOTO ITOPOKa.
XCH Ila ct. HenuddepeHuupoBaHHasl TUCILIA3US CO-
eIMHUTEIbHOM TKaHU | (MaKCUMaJIbHOI) CTENeHU: T1UC-
MJIACTUYECKU I POCT 3yOOB, TMIIEPMOOMITBHBIN CUHIIPOM,
MyMoYyHasl TpbDXa, CKOJIMO3, WCKPUBJIEHWE HOCOBOW
TEPETOPONIKY, U3BUTOMN KEITYHBIN IMy3bIpb, EAMHUYHAS
nanuuisipHas Mbilia B nojoctu JI2K, cybaopranbHas
MeMmbpaHa B BbiBoAs1eM TpakTe JIZK. MHOXeCTBeHHBII
kapuec 3y0oB. [mmneprpodust HeOHBIX MUHIAIMH (CO-
crostHue TTocsie ToH3uwuKToMuu B 2007 1.). UMMYHHBINH
nucOanaHe. 3anepxka (pu3nuecKoro pa3BUTHSI.

B xuHMKe MaJTbuMK MOTyYas JICYEHUE: PEeXUM Ia-
JSIIAN, OTpaHUYEHUE TpUeMa KUAKOCTU Ha TPETh C
00s13aTeJIbHBIM YUYETOM JMype3a U €KeTHEBHbIM B3Be-
mrBaHueM. s KOppeKUUU CTENeHU CEepAeYHOU He-
JIOCTAaTOYHOCTU Ha3HAYeHbl UHTMOWUTOP AHTMOTEH3WH-
npeBpallamuero gepmeHTa (kantonpuia no 12,5 mr 2
pasza B CYyTKM BHYTPb), KajquiicOeperamlinii JuypeTuKk
(BepolmupoH no 25 Mr 1 pa3 B CyTKM BHYTPb), MOCJIe-
JIOBaTeIbHbIE KypPChl KapAMOTPOMDUUECKUX TPerapaToB
(TpumeTabout mo 1 vaiiHoii oxke 3 pa3a B cyTKu 1 Me-
CsI11, 3aTeM KapHUAJIh o | "aifHoii Toxkke 1 pa3 B cyTKu
1 mecs, mocne KapaoHar 1o 1 karcyse 2 pa3a B CyTKA
1 mecs). st BOCCTaHOBJIEHUST MMMYHHOIO cTaTyca
PEKOMEHIOBaH TMPOTUBOBUPYCHBII MMMYHOKOPPEKTOP
(byBup mo 1 makery 1 pa3 B CyTKHM BHYTPb B T€UCHUE
1 mecsaua). Ha ¢oHe mpoBonuMoiil Teparnuu COCTOSIHUE
pebeHKa yTy4lInIOCh: UCYE3 OTEUHBIN CUHAPOM, YMEHb-
IIVJTUCH TAXUKAPANS U OABIIIKA.

PeGeHOK KOHCYIBTHpPOBAaH KapAUOXUPYProM, Ha
MOMEHT O0CJIeNOBaHUSI B XUPYPrUUECKOM JICUEHUU He

AumapeHko M. I1., froay6ueka I.B., CmupHosa T. B."
AOHELbKK HALIOHOABHUA MEANYHU YHIBEOCUTET

imeHi M. Fopbkoro

T IHCTUTYT HEeBIAKAQAHOI | BIAHOBHOI Xipyprii imeHi B.K. [ycaka,
M. AOHeLbK

KAiIHIMHE CMTOCTEPEXEHHS MOEAHAHHS BPOAXEHOI
BAAU CEPLIY 1 AHOMAAIi CEHOBOi CUCTEMM
B MIAAITKA

Pe3iome. Y crarTi nogaHo KiliHiYHE CITIOCTEPEKEHHSI MHO-
SKMHHUX BaJl PO3BUTKY B IUTUHMU: TIOETHAHHS BPOIKEHOT BaIn
cepIlsl 3 aHOMATi€I0 PO3BUTKY CEYOBOI CUCTEMM Ha TJIi CUH-
JIpoMy HenudepeHLiioBaHOI JUCILIa3il CroyYHOI TKAHUHU
MaKCUMAaJIbHOTO CTyTeHsl. JlaHWii KJIiHIYHUI BUIAJI0K CTaHO-
BUTb iHTepec /i nieaiatpis. ity 3 Bagamu ceplis i Ce40BO1 CU-
CTeMU YacTO MAIOTh i iHIIIi aHOMaJlii pO3BUTKY OpraHiB, TOMY B
TaKuX MaLi€HTIB BaXJIUBUM € MPOBEACHHSI TOBHOTO MYJbTHU-
CHCTEMHOTO OOCTEXKEHHSI.

KiouoBi c10Ba: MHOXUHHI BaJii PO3BUTKY, [TiTH, OOCTEXKEH-
HSL.

HyXnajucs. BelnmucaH U3 KIMHUKA ¢ peKOMEHIALIMSIMMU:
HCCle0OBaHNE Ma3Ka U3 POTOINIOTKM M HOca Ha (opy
U OIpelejicHUe YYBCTBUTEIBHOCTU K aHTUOUOTHKAM,
caHalMsl BBISIBJICHHBIX 04aroB XpOHMYECKOW MH(MEKITUN
(runieptpodusi HEOHBIX MUHIAIWH, KapuO3HbIE 3YObI),
oumIIMHONpodUiIakTuKa (OMmmumH-5 1mo 1,5 mMiIH
EJl BHyTpUMBITieuHO | pa3 B 3 Hefenu B TeueHUe 3 Mecs-
eB). Kpome Toro, moapocTok HarpaBjieH Ha KOHCYJIb-
TaLMIO K IETCKOMY He(POJIOTy IJIsT KOHTPOJIS (DYHKIINHI
MTOYKH.

Takum o0pa3oM, NMpUBEACHHOE KIMHUYECKOE Ha-
OsromeHue TPeACTaBIIsIeT UHTEpeC sl TIeAMaTPOB U Jie-
MOHCTPUPYET COUeTaHUe Y MOAPOCTKA BPOXKIACHHOTO MO~
poKa ceplia U aHOMaJIUU Pa3BUTHSI MOUYEBOI CUCTEMBI
Ha ¢oHe cuHapoMa HeauddepeHLIMPOBaHHOM AuCIIa-
3UM COCIMHUTEIBHOM TKaHM MaKCUMAaJIbHOW CTENeHU
BBIPAXKEHHOCTH.
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Donetsk National Medical University named after M. Gorky
'Institute of Urgent and Reconstructive Surgery named
after V.K. Gusak, Donetsk, Ukraine

CLINICAL OBSERVATION OF CONCOMITANT CONGENITAL
HEART DISEASE AND ANOMALY OF THE URINARY SYSTEM
IN ADOLESCENT

Summary. The article presents the clinical observation of
multiple malformations in a child: combination of congeni-
tal heart disease with an anomaly of the urinary system on the
background of undifferentiated connective tissue dysplasia syn-
drome of maximum severity. This case report is of interest to
pediatricians. Children with defects of the heart and urinary
system often have other malformations, so in these patients it is
important to conduct a full multisystem examination.

Key words: multiple malformations, children, examination.
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