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Peztome. Bemop H., 16 éw, nonukiunukaza 10pax ypumunuHe me3nauuy, 10pax Gaomamuoa Y3uluuaap, opax
coxacuoazu canyygyu 02puK, Xago emummaciueu xuccu ouiran émxusunean. Texuwupys oasomuda IKI oa 3 mm eava ST
CecMEeHMUHURE 20pU3OHMAN Oenpeccusicu wakauoa yseapeaunueu maviym oynou. Kynnux KT monumopuneu natimuda
3ypukumnune 1oKopu deeapacuoa T myaxununune umeepcuscu eéa ST ceemenmunune denpeccuscu natioo 6ynou. Kene
KaMpo8au meKuupye oupukmupyeuu myxuma oucniasuscu cunopomu (BT/]C) bereunapunu anuxaiaou. Ixokapouoepagux
mekuupysoa (OxoKI) mumpan ea mpuxycnuoan nponanc 6eneunapu, xkianamnap l-oapasicanu pecypeumayuscu, uan
KOPUHYA KYWUMYa Xopoanapu, aopma unouzunune 3,6 cm eava Keneavuwu, omuaud yuxuw yaywiu 63%, muoxapo macca
unoexcu - 95 2/m? anuknanou. IKI" monumopunau curyc myeyunapunune oucynkyuscu 6enzuiapunu anuknaou. Koponap
aneuoepaghusiea Kypa, KOpoHap apmepusiapoa CmeHo3nap uyx.

Kanum cyznap: oucniazus, Oupuxmupyeuu myKuma, 31eKmpoxapouoepaghus, OUChIAcmuK 1opax, 6oia.

Abstract. Patient N., 16 years old, was admitted to the clinic with complaints of rapid heartbeat, interruptions in
heart function, stabbing pain in the heart area, and a feeling of lack of air. During the examination, ECG changes were
detected in the form of horizontal depression of the ST segment up to 3 mm. During daily ECG monitoring at the height of
the load, T wave inversion and ST segment depression occurred. A comprehensive examination revealed signs of
connective tissue dysplasia syndrome (CTDS). An echocardiographic (EchoCG) examination revealed signs of mitral and
tricuspid valve prolapse with grade | regurgitation, accessory chords of the left ventricle, dilatation of the aortic root up to
3.6 cm, ejection fraction was 63%, myocardial mass index was 95 g/m?. ECG monitoring revealed signs of sinus node
dysfunction. According to coronary angiography, there are no stenoses in the coronary arteries.

Key words: dysplasia, connective tissue, electrocardiography, dysplastic heart, child.

Kupum. Cyurru yH imwumkna Oomamapaa Oupuk- — [marm  y3rapumuiap AWHAMUK ~ MOHHTOPHHTHH — Taiad

THPYBYMA TYKHUMA JOUCIUIA3USACH TYPIH HXTUCOCIHKIATH
mmdokopIap - KapAUOJIOTiIap, MyIMOHOJIOTIAp, TIeaHaTp-
Jlap, TaCTPOSHTEPOJIOTIIAp Ba YABTPATOBYII MIU(OKOpIIa-
PUHHHT >bTHOOPUHH TOpTOH. By axomn opacuma OHpUKTH-
pyBUYM TYKMMa JUCIUIA3USACUHUHT TAPKAIUIIH Ba SIXIIU-
JIQaHTaH JMAarHOCTHKACH, NIYHHHIICK, MYMKHH OYJIraH aco-
patiapHu puBoXIaHuil xaBhu Ownan 6ornuk [1]. Bupuk-
THPYBYM TYKUMA JIUCIUIA3UACH CHHIPOMH IOPAK-TOMUD
CHCTEMAaCHHHHT IOpaK Kamepaylapd, KOTKOK ammapariapu
TY3WIHIIAJATH TYPJIH aHOMAJMsUIAp, aopTa WIU3HHUHT
KEHTalWIIH, I0pak PUTMH Ba YTKA3YBUAHIWTHHHUHT Oy3HU-
JUINN KYPUHUIINA IMAKACTIAHUIIY OMiiaH TaBcu()IaHAIN
[3, 4, 5]. By Oy3uiunuiap CHHYC TaXUKapIAUSICH, apUTMHUS
Ba CHHYC OpagWKapAWscH Makimaa HaMoEH Oymamu. JK-

KW, YyHKA Maiio OYJraH maTOJOTUSHUHT JacTIa0KH
Kypunum 6yaumm mymkud [9, 10].

Kanank xonar. bemop H., 16 &€m, ymymrabiaum
MakTab YKyBUHMCH, NOJIMKIMHUKAra I0PAaK YPUILIUHUHT T€3-
JAlMImy, opak  QaonuATHAa  y3WiIMOUIAp,  IOpak
COXacHJard CaH4YyBYM OFpPHUK, XaBO ETHUIIMACIHIH XHUCCH
6mnan érkusmirad. Kus 4 émmaan akpoOaTuk rUMHACTHKA
OwraH myrymtanagu. Kacaiumk tapuxuaaH Taxukapaus
OomanmmkmaH Kaiin stwirad. 10 émmpa y OmpuHYmM Mapra
XYIIUIaH KeTUIIHN OolIaH Keyupay Ba 1y cababmu ka-
canxoHara ETKM3WIgu. BereTatMB KOH-TOMHUD IUCTOHHSA
CHUHJPOMU TalIXUCH KyHUIAH. Y THHUIAHTHPYBYH Ba Me-
TaboNMK jopunap ouian aaBosangu. CYHITH y4 WUl Muu-
Jla axBOJM EMOHJIAIIIN: I0paK YPHIIH Ba Iopak (GaoiausTu-
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Jard y3wiaMuuiap faBom 3tau. KaOynm KwimHranjga axBojiu — OBKaTJIaHWIIM aHMKIaHau. Kykpak kadacupa accumerpust
HHUcOaTaH KOHMKapyu 3au. OOBEKTHB TeKIIMPYBAa: Ooyla-  OOp 31M: yMypTKa IIOFOHACHHMHT Yall TOMOHUJArH OYPTHK
HUHI acTeHWK TaHa TY3WIMIIM Ba KOHHMKAapJiM  Ba yprada Kykpak kudockoimosu (1, 2-pacm).

i
Pacm 1. beMopHUHT KOHCTUTYLIHSICH Pacm 2. Kykpak kadacu peHTTeHOrpaMMacu
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Pacm 6. Koponap anrnorpadus cypatu

Tepu oxapran Ba KypyK. Ilactkum kykpak
YMYPTKaCHHMHT NapaBepTeOpal HyKTajlapH Najnanuscuia
orpuk. HC 20/Mun. Yikana Be3ukynsap Haac, XMpuiuIa-
map Hyk. FOpak ToBymmiapm pUTMHUK, Temaga CHCTOJHK
yepruinl osummtwiand. Ilpexapauwan MuHTakana, OYHuH
TOMUPJIAPHIA Ba KOPHUH a0PTACH/IA TTATOJIOTUK MIOBKUHIIAP
Kaiig stunmaran. lOpak ypumm nakukana 105/mun. Kon
6ocumu 120/70 mm Hg. XKurap Ba Tajnox karrajamiMmaras,
VHT OyipakHUHT NacTKH KyTOM NairaciaHaiy.

TaakukoT HaTHXKadapu. Kabyn eaxmuodacu
OKTnu pyiixamoan ymxasuui: CUHYC PUTMH, IOpaK ypHII
tesnuru (FOYT) 105 3apda/mun; P=0,10 mc; QRS=0,36
mc; I, II, AVF, V4 — V6 yTrasruanapaa ST cerMEeHTHHUHT
0,5 MM rava uyswmmnm Ba aenpeccusicn; T TYIKuHU Oapua
TapMoKJIapaa Tekuciaanran, SV1 > SV2. Xymoca: wam
OyIMauaHWHT KEHTalHHWIIM Ba dYar KOPHWHYAJAru yprada
10K. Muokaparu nuddys yarapumuiap (3-pacm).

Benospzomempus (cmpecc mecmu): 1opaK TE3JIUTH
oyinua rok 85% ra ertam (165 3apba/mmH.). 3-10K
6ockuunga (150 Br) ST cermentunuar 1,0-3,0 MM raua
oynran ropusonrtan 3ypukumum I, I, aVF, V3 - V6
yrrazruunapaa (-/+) T TYiaKuHM OunaH Oupraiukia maimo
oynmu. ukostnap #yk, K[ 3 MUHYTIHK IaMm OJHIIIA
TUKJIAHTaH, )XUCMOHUI MallKjapra KOH OOCUMHHHUHT XKa-
BOO TypW IHCTOHUK, )KUCMOHHI (haosusTra TOJICPaHTINK
tokopu. Ctpecc Tectr mwxobuil 1e6 6axonanmu (4-pacm).

OKI-xonmep monumopuneu (OKI' XM): cunyc
putMu 39-135 3apba/MuH 10pak ypUIIM OWIaH KaWm 3THII-
ran. KyH maBommupma ypraga ropak ypumm 63 3apba/MuH;
KeJacH ypraua iopak Te3nuru 47 3apba/MuH, Keyacu MU-
HUMaJ opak Te3nurn 39 3ap6a/muH. Llupkaaaum HHICKC -
1,34. 1,5 conmsanman optuk 1767 Ta may3a Kailg STHIIH:
KyHIy3" - 3 Ta (coatura 1 Taman kam), keyacu - 1764 (co-
atura 196 nan xam). 1832 mc raga Oynran MakcUMai may-
3a 02:42:37 nma comgup Oynaum. Makcuman opak ypull
TE3NUIH Jakukaaa 135 mapraraya Oyiran yuTta »KUCMOHUIN
¢aomuar amanra  ommpwiad. ST cerMEeHTHHMHT
TymkyHiaura cragaapt I Ba Il yTkasruunapaa 3 mm raga Ba
T rtynkuauHMHr wHBepcusich Il yTkasrumuga 1opak
TE3IMTMHUHT MakcuMall ycumu (oHua Kain stuirad (5-
pacm).

Oxoxapouoepagus  npomoxonu  (IxoKIl): wyam
kopunya (YK) sikyHuii quacronuk kartamurd - 4,9 cm; YK
SIKYHUW TUACTOJMK XaKMHU 133 MJI HU TalIKWJI 3TAU, TUIIO-
Ba aKWHE3Ws 30Hajapu aHukKjIaHMarad. CUMIICOH Oyinda
otunn6 uukuin yaymu - 63%. Muokap Macca UHAEKCH -
95 r/m?, UK muokapn maccacu - 198 r, UK xaxwmu - 42 cm>,
UK Oyuummrmma MeauaH Ba amuKal KyIIMM4a Xopaajiapu
MaBxyJ. BanbcanBa cunyc yerapacuaa aoprta €iu 3,6 cM

HM TAIIKWJ KAJIIH. YHT KOpUHYaHUHT 0azan ymaamu 3,2
CM Ta TEHI 31U. BUpHHYM papaxand TpUKyCIIHIal Ba
muTpan etrmmoBumHK (0,3 MM raua) aHMKIAHIH. YIKa
aprepuscuna cuctomuk Oocmm 23 MM Hg HE Tamkmn
kunanu. Xynoca: UK ¢yHkuuscu caknanran. Bupuaun
Japakadd peryprutamys OwiaH OMpHUHYN Japakald MUT-
pall KOTIKOK HpoJjarcy. bupnHum papaxanu TpUKYCIIHIal
ETUIIMOBYMINTH. AOpTa WIAM3WHHUHT ypTada KeHraluIiu.
UK Oyuumrnaa kymmmua (Ypra Ba amumkain) xophaiap
MaBxXy/l.

Kopounap aneuocpaghua (KAI'): MuoxkapaauHr yHT
tapadiama KOH TabMHHOTH Typu. KopoHap aprepusiiapaa
cTeHO3map  ¥yk. Kymmmua  TypOymeHT — OKuMIap
aHukKIanMau (6-pacm).

Mymno3apa. bemop H., 16 €mpma, BTAC tamxucu
IOpaK dYan KOPMHYACHHMHT KyIIMMYa XOpAanapud Ba
KOTIKOK IPOJIATICHHUHT MaBXYJIMTH; aopTa WIAU3UHHHT
KEHTaliuilKi, CHHYC TYTYHHHUHT BEr€TaTUB AUCHYHKIIUACH
Ba KYKpak KadacHHHUHI JeopMalMsiCH; THHY XOJaTnard
OKTI na muokapana quddys3 y3rapunuiapau Ba KUCMOHUH
(aommmk Oananuruga ST CerMEHTHHHHT SKKOJ Jerpec-
CHSCH aHWKJIAHWIIM OWJaH TacauKJIaHraH. by Oenrumap
omuarad ODKIHUHr WIIEMHK ME30HJIapHHU HW30XJIAlIHH
KudnHnamTapad Ba kymumua KAT tekmupyBuHu Tanad
KWy, OyHUHT €pllaMuia KOpoHap apTepusuiap/ia CTeHO3-
Jlap WYKIMTH Ba KOPOHAPOTEH OYiMaraH MHOKap/| IIMKa-
CTJIAHWIIHY TacOUKIaHAN. YOy TankukoT DKI HuHT ¥3ura
xoc OynamaraH Y3rapumurapu OWIaH METaOOJHK Kap.Iuo-
MHUOTIaTHS TyplapuiaH Oupu cabab® OYnraH AMCIIIACTHK
IOPAaKHU TalIXHCIall MMKOHMHU Oepiau. YOy CHHIpOM
ounan OKI' y3rapunuiapu kynuaua QT  opaluFrMHUHT
y3aiinmy €K MHOKapJHHHT METAa0OJHK KaCaIUTHKIAPH
ounan Hamo&H OYmamu [2, 8]. JuddepeHumanusianmaran
OMPHUKTHPYBYN TYKMMa AWCIUIA3WACH Oynran Oemopriapna
nmemuk DKI' Me3oHIapu Kyaa kaM yupaiinu, Oy sca OyH-
Jaii  OeMopJjapHH TaIIXWCIANla KAMMHYWIUKIAD Ba
HOTY¥pH OOMIKAPHII TAKTUKACHHU KEITUPUO YNKapaIu.

Ymby xonatna, KU3HUHT >KHUCMOHHMH (aonmsTra
SIPOKJTIITATH TUOOWIA JKMXaTHaH Imryoxamu ned OaxoiaHi,
YYHKH KHYUK OpaK aHOMaJMsUIapH TYcaTAaH IopaK YIuMHU
xaBuHU ommpanu [6]. Merabomuk Tepamus [7] (MarHuii,
PaHoJIa3UH, MEKCHJION) Ba Kap/MOJIOT TOMOHH/AH Ky3aTyB
3apypary TaBCHsl STHJITaH.

XyJoca. YOy KIMHHK XOJaT MIyHH KYpcaTaIiKH,
XO03UpPrd BakTna xaBpHU crpaTH(UKAlMS KWIUII Y4yH
IOpaK AWCIUIA3HACH OWJIaH OFpUraH OeMOpJIapHH KeHHHTH
KJIMHUK Ky3aTHII Ba OMPUKTUPYBUYHM TYKHMa JHCIIIA3USCH
CHHIPOMU/Ia MUOKAPJIATU MaTOMOP(OJIOrHK Y3rapuiiap
XYCYCHSTIAPUHU YPTaHWUIIHU JABOM STTUPHII 3apyp.
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AHAJTH3 KITHHAYECKOTO CIIVYASA IMAITHEHTA
C CHHPOMOM JUCILTA3HH
COE/IHHHTE/IBHOH TKAHH CEPJIIA

Axpaposea @.M., Axpaposa H.A.

Pe3tome. Fonvnas H., 16 nem nocmynuna 8 KiuHuKy
¢ orcanobamu Ha yuaujennoe cepoyedbueHue, nepebou 8
pabome cepoya, 6oau 6 obaacmu cepoya Komoue2o Xa-
pakmepa, 4y8cmeo Hexeamku 6030yxa. Bo epems o6cnedo-
sanusa eviagnenvl IKI uzmenenus 6 eude 2opu3oHmanvbHoll
odenpeccuu ceemenma ST 0o 3 mm. Ilpu cymounom mo-
numopupoganuu IKI' na evicome mnacpysku 6o3nuxand
unsepcusi 3yoya T u oenpeccus ceemenma ST. Ilpu  ece-
cmoponHem 00Cnedo8anuu ObLIU HAUOEHbl NPU3HAKU CUH-
opoma Oucnaazuu coedurnumensvrou mxanu (CHCT). Ilpu
axokapouoepaguueckom (DxoKI) obcredosanuu noiay-
YeHbl NPUBHAKU NPONANCA  MUMPATLHO2O U MPUKYCHU-
danbHo20 Knanawog c peeypeumayueil | cmenenu, 0oba-
B0UHBIE  XOPObL 1€6020 MHCENYOOUKA, PACUWUPEHUE KOPHSL
aopmut 00 3,6 cm, Ppaxyus 6bl62poca cocmasuna 63%,
unoekc maccwl muokapoa — 95 o/m°. Ilpu monumopuposa-
nuu IKI 3apecucmpuposanvi  npusHaku  Ouc@yHKyuu
cunycosozo ysia. Ilo Odannvim Koponapoanzuozpaguu
CMEH0306 8 KOPOHAPHBIX APMEPUSIX HEN.

Knouesvie cnosa: oucnnazus, coeOuHumenbHas
MKAaHb, NeKmpokapouoepagus, oucniacmuyeckoe cepoye,
pebeHok.
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