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KIMMHWUYECKNIA CNYYAIA CEMEVNHOW

KAPOANOMWOMNATUN

KapavomumonaTus, cornacHo onpegeneHmio KomureTa skcneptoB BO3 — HeogHOpoaHas rpynmna XpoHuyeckix 3aboneBaHuin
CepAeYHON MbILLLbI HeYCTaHOBIIEHHOW 3TUONOMMK, He CBS3aHHbIX C Done3Hblo cepaua, CUCTEMHOM WA NIEero4HON rUnepTeH-
3uem, BPOXAEHHbIMU UK NPUOBpeTeHHbIMM NOPOKaMK Cepaua Unv oOMeHHbIMU HapyLweHuamin. BO3 B 1995 rogy Obina
npeanoxeHa KnaccubrKaums KapaMoMUonaTUiA 1 BbiaeneHa Tak Ha3biBaeMas Heknaccudbuumpyemas dopma (brbpoanactos
n ap.). Dnbposnactos xapaktepusyetcs ANMdY3HbIM paspacTaHMeM 3acTUHeCcKON TKaHW B SHAOKapAe 1 CybaHaoKapamass-
HbIX CNIOSIX MOKapAa. DTUONOMMs HeW3BECTHA, MPeaAnonaralT HacNeACTBeHHbI reHe3 3aboneBaHus. KnuHnyeckas MaHnde-
CTauus 3aboneBaHnsa — NepBoe Nonyroave Xun3Hu. TedeHne 3aboneBaHms MOXeT ObITb MONTHUEHOCHbBIM, OCTPBIM M MOAOCTPbIM.
MporHo3 HebnaronpUATHbLIN.

B npencraBneHHoM CTaTbe ONMcaH KIMHUYECKNI CIydart CEeMEeNHOW KapAMoMMonaTum.
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CLINICAL CASE OF FAMILIAL CARDIOMYOPATHY

Cardiomyopathy, according to the definition of the WHO Committee of Experts, is a heterogeneous group of chronic diseases
of the heart muscle of unknown etiology, not associated with heart disease, systemic or pulmonary hypertension, congenital
or acquired heart defects or metabolic disorders. WHO in 1995 proposed a classification of cardiomyopathies and identified
the so-called unclassifiable form (fibroelastosis, etc.). Fibroelastosis is characterized by diffuse proliferation of elastic tissue
in the endocardium and subendocardial layers of the myocardium. The etiology is unknown, the hereditary genesis of the
disease is assumed. The clinical manifestation of the disease is the first half of life. The course of the disease can be lightning-
fast, acute and subacute. The prognosis is unfavorable.

This article describes a clinical case of familial cardiomyopathy.
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UCKYCCHU ONPe/IeJIeHUST MOHATHS KapAHOMUOIATHH
ﬂcyﬂ.{eCTBOBaJII/I Becerja, mocjeanne roasl 20 crose-
THSI O3HAMEHOBAJIMCH TeM, 4TO GJarojapsi BHEAPEHUIO
COBPEMEHHBIX METOJ0B WHBA3WBHOI W HEMHBA3UBHOII
JIMATHOCTUKHU Y/JAJOCh YCTAHOBUTH ITPOUCXOXKICHUE
MHOTHX Kapamommomatuii. BO3 mpeanoxnma B
1995 romy BBIZENATH TIECTh TUIIOB KapIUOMUONATHII:
JINJTaTAlHOHHYI0; TUIEPTPOPUUECKYIO, PECTPUKTUB-
HYIO, CIeru(uUecKyo, apUTMOTEHHYIO KapAHOMKOTIa-
THIO TPaBOTO JKEJIYI0YKA, HEKJIacCUDUIUPyeMbIe
(pubpoanactos). Cnenmdnueckne KapaAnOMHOTATHH
(MeraGommueckass, BOCHAIMTENbHASA, HUINEMUYECKA,
KJIanmaHHasg 1 APYTUe) MO CTPYKTYPHO-(PYHKIIMOHATBHO-
MYy COCTOSTHUIO MUOKapja GJiKe K JUJIaTal[HOHHON, HO
MOJTHOCTHIO HE COOTBETCTBYIOT €if.

YiebHbI BeC AMIATAIIMOHHON KapAHOMHUOIATHH
cpey JAPYruxX THIOB KapAHOMHONATHII COCTaBJISET

WHdopmauusa ana uutnposaHus:

60 %. BOJBITMHCTBO aBTOPOB PACCMATPHBAIOT JIHIATA-
IIHOHHYIO KapAHOMHUOTIATHIO KaK MOJMITHOJOTHIECKOE
3aboseanme. CeMelfHast arperarust TpH AUIATAIHOH-
HOIl KapAMOMUOIIaTH! BapbUpyeT oT 25 % 10 50 % cay-
4aeB. 3a00JI€BAIOT JINIIA BCEX BO3PACTHBIX TPYII, B TOM
Yucge W TPYAHBIE JeTH. DOMe3Hb pas3BMBaeTCs, Kak
MPABIUIO, MCTOABOMb. Teduerne 3a60meBaHmst, Kak mpa-
BUJIO, TIPOTPECCUPYIOliiee, ¢ HeGIarompUsATHBIM TIPOTHO-
30M. AKTHBHOE JIeYeHHe [IPU CHUKEHUH CHCTONYECKOiT
dbyHKIIMT cep/ma MokeT 06yCTOBUTh peMucchio. B ka-
YecTBE OCJOKHEHWH TPU HTOM BHJE KapAHOMUOMATHIT
yare PEerucTpupyioT HapylieHne PUTMa Cep/a, TPOM-
609M60/IUN  cOCYI0B GOJIBIIOTO Kpyra KpoBooOpariie-
nusi. Karamuecrnueckoe HalsoeHne 3a GOJbHBIMU B
TeyeHHe TOJa, MO JAHHBIM Psia aBTOPOB, BBISBJSET
KpaliHe MMPOKYI0 BapuaGeIbHOCTD JIETAIbHBIX HCXO-

J0B, oT 5,7 % 10 59 %.
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CITYHAW 13 MPAKTUKM

DubpoaracTo3 OTHOCUTCA K HEKIACCHDUINPYEMO-
My TUIY KapJMOMUONATHI, XapakTepusyercs auddys-
HBIM paspacranueM (puOPO3HOIN 1 2JaCTHYECKON TKAHM
B 9H/IOKap/ie U cy0aH/J0KapINATbHBIX CI0SX MUOKAP/A,
IMIPUBOAAIIEM K PaHHEMY HAPYIICHHUIO PeJaKCAI[IIOHHBIX
U KOHTPAKTHJIBHBIX TIIPOIIECCOB B  MHOKap/e.
[IpeamosaraioT HacJIeACTBEHHYI0 TPUPOAY O0JIe3HH,
4T0 0OGOCHOBBIBAETCST HANUNEM ceMeitHbIX opM 3a60-
JIeBaHW:, BO3MOKHO HAaCJeOBaHHE 1O ayTOCOMHO-pe-
1IECCUBHOMY THUIIy U CIelJIeHHOe ¢ X-XPOMOCOMOIl
pelieccuBHOE HacJefoBanne. Kimmnndeckas MaHuecTa-
g 3a60JeBaHNSA HAYNHAETCS B TIEPBBIC MeECSIIBI
sxusnn. Tedenne GpuOpPoasactoza MoxKer ObITb MOJHHU-
€HOCHBIM, OCTPBIM U TOAOCTPBIM. UYame XapaKTepHO
IpOTpeINeHTHOE TeYeHWe W OTCYTCTBHE KaKOH-In60
3(PHEKTUBHOCTH OT TPOBOANMON MHOTOKOMIIOHEHTHOI
tepanuu. Bosbinas vactb gereit morunbaer B IEpBbIe
MeCAIbI JKU3HU OT pedppaKTepHOIl cepAeyHoll HepocTa-
TOYHOCTH TIPH HACJOEHNE ITHEeBMOHNHU, TIPH TOI0CTPOM
TedyeHUM I1poiecca OOJbHbIE MOTYT JIOKHBATb [0
2-3 ger.

MATEPWUAJIbI U METObI

Wcmob30BaHbl CIEAYIONIE THATHOCTHYECKHE METO-
abt: anekrpokapanorpadus (IKI), sxokapanorpadus
(9x0KT), xonreposckoe wmouutopuposanue KT
(XMOKT), kommbiotepras tomorpadus (KT), anruo-
rpadust, ynbrpazBykosoe ucciegoBanue (¥ 3U1), ucce-
JIOBaHIe TEHOB TeMOCTa3a METO/IOM MOJMMEPa3HO Iel-
ot peakmum (ITIIP), MoJEeKyJaApHO-TEHETHYECKUIT
aHaJN3.

PE3YJIbTATbI N1 OBCY>XXAEHUE

EnnrokpoBubie 6paT U cecTpa.

HdeBouka oT 1msATOI G€PEMEHHOCTH, TIPOTEKABIIENH HA
¢one yrpospl mpepbiBanus ¢ 19-ii Hemenu, Tpes-
KJaaMIcuu, (eTonIanenTapuoil HeIOCTATOUHOCTH 1
BHYTPUYTPOOHOU TUIOKCHU. BHYTpUyTpOGHO 3armofo-
3peHa KapHOMerajinsi 3a CYeT MPABbIX U JIEBBIX OT/IE-
JIOB CEp/Illa, YMEPEHHDII CTEHO3 A0PTAJbHOTO KJIAMaHa.
Pompl cpouHble, caMoCTOsiTeJbHBbIe. Macca Teja Ipu
poskzaenun — 2670 r, gauna tena — 49 oM, Macco-po-
cTOBOI KOa(hdUIUEHT 54,5; OlleHKa O IKajge Amnrap
8/9 Gamnos. Ilocse poskaeHUS KIMHUKH HEJIOCTATOY-
HOCTH KPOBOOGPAIEHUsI HET, CUCTOJIUYECKUN IIyM BO
2-M Mesxpebepbe cieBa. [lo OxoKI — pa3mepsI cepaia
110 50 TePIeHTIIIS, AUATHOCTHPOBAHDBI OTKPBITOE OBAJIb-
HOe OKHO 4 MM, OTKpDBITBbI apTepuasbHblil IIPOTOK,
NPU3HAKY TUIOIIA3uN IyTn aopThi (mepemreex 2,6 MM
¢ rpagmentoMm 8,7 MM pr. cr.) Ilpm AMHAMUYECKOM
HabJoIeH aMOyJIaTOPHO B BO3pacTe 3 MECSIEB U B
1 TOI — KJIMHUYECKUX W 9XOKAPAUOJOTHYECKHX IPH-
3HAKOB TATOJIOTHH CEPAETHO-COCYUCTON CUCTEMBI HET.
IIcuxo-MoTOpHOE passButnHe 6e3 ocob6eHHOCTe.
OT™evanuch HemocTaTouHble mpuGaBku B Bece (Macca
tesa B 1 roa 8,5 Kr), Ha MEPBOM TO/y *KM3HU — YacTbIe
POCTYyIHbIE 3a00JIEBAHIIS.

B sansape 2019 roma (Bospact 2 roga) amarHocTH-
poBaHa MPABOCTOPOHHSIST MOJIICETMEHTAPHAST TTHEBMO-
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nua (mxopaaka g0 38°C, BagoCTh, HegOMOTaHue,
OJIBITIIKA TP HE3HAUNTENbHOH (hU3NIecKoil HaTrpy3Ke,
cyxoii kamenn). Tocnurammsuposana B Kys6acckyio
kauHudeckyio Gosbuuiy um. C.B. Bensesa (TAY3
KKB), rae naxogunach ¢ 09.01.2019 r. o 12.03.2019 r.
IIpu mOCTYIUIEHUH OJIBIIIKA B OKOE, PaCIIipeHne rpa-
HUI CEep/IIa, TermaToMeraiis +7 c¢M u3-1oj] Kpasi pebep-
noit gayru. Ilapaknuuuyecku: NOBbIIIEHUE aclapraTa-
munorpancdepasor  (ACT)  go 190  en/ax,
nakrataernaporenassr (JIIT) mo 809 en/n, xpearnn-
kunaspl (KOK) go 1002 en/n. IKT: Huskuii BobTax)
3yOII0B, TaXMKAP/AUsl, YacTble JKeJyIOYKOBBIE HKCTPA-
cuctopl, nmemmuueckne usmenenns (mogvem ST). Tlo
IxoKI — puyartamust BceX MOJOCTEN cep/ia: JeBoe
npexacepane 30 MM, mpaBoe mpencepane 30 x 28 mwm,
KOHeuHbIl amacromdeckuii pasmep (K/IP) nesoro
xkeaynouka 35 MM, K/IP mpaBoro skemymouka 23 MM,
nuddy3HbINA THIIOKIHE3 CTEHOK, JIETOYHAST THITEPTEHSIST
(45 MM pr. cr.), ¢pparumst Ber6poca (DB JIK) 42 %,
TUIPOIIEPUKAP, THIPOTOPAKC, HEIOCTATOYHOCTH TPU-
KycrnuaanabHoro kiaanana 11 crernenn, neocratouHOCTD
mutpasbHoro kmamana 11 cremenu, KTU 61 %. Ilo
XMOIKT: cpennsss 4actoTa CepledHbIX COKpAIeHuit
(UCC) 118 ypmapos B Munyty, Max 175 B MuH.,
2363 KeTyIOUKOBBIX HKCTPACUCTON, 2 TTapOKCHU3Ma C
UCC 164 B MuH., 84 HaKeTyTOYKOBBIE HKCTPACUCTO-
sbl. B tepanun nmmynosenun 1,25 r/Kype, TpegHus0-
goH 1 wMr/kr 7 pHeill, goGyTaMUH ¢ MOCJTEAyIOMIEit
OTMEHOM, MoueToHHbIe, HHTHONTOPBI AIIM, murokcun
0,1 mr B cytkn (mMr/c), kapsemmiaon 1,2 mr/c, nesa-
IPETraHThI.

VckoueHbl aHOMaiusl KOPOHAPHBIX apTepuid,
HEKOMITAKTHBIA MUOKApP/, KoapTaius aopThl. /[uaruos:
«/ImmatanoHHast KapIHOMHUOIATHST, TOCTMUOKAP/IUTU-
4yeckasl, HEJIOCTATOYHOCTh TPHUKYCHHUIATHHOTO U
Mutpasbioro kiaamanos, HPC. Jlerounas rumepTeH3us.
Xponuueckast cepaeutas negocratounoctb (XCH) 2B.
DK 3».

Ha ¢one medeHms KymupoBaHbI THIPOTOPAKC U
TUIPOIIEpUKAP/, JE€BOUYKA cTaja akTuBHee, HO IXOKT
6e3 pauuammkn (coxpaHsaach Kapamomeranus u and-
dysHast THIIOKUHE3UST CTEHOK JIEBOTO JKenrypouka, DB
41 %), no XMIKT cpenusas UCC 123 ypapa B MuH.,
460 >XeTyTOUYKOBBIX 9KCTPACUCTOI.

Yepes negenio nocne soimcku (20.03.2021), npu
IJTAHOBOM OCMOTpE, CHIDKeHHe (pakimunm BbIGpoca 10
30 %, caMOUyBCTBHE HE M3MEHUIOCH, TAIIUEHTKA TOCIIH-
TATU3UPOBAHA B IETCKOE KAPAMOJOTHYECKOE OTIETEHUE
KeMepoBCKOTO KapAuWOIeHTpa, T€ HaXOAWJIACh [0
05.04.2019 r. Tlo 9xoKI pumartamus BcexX MoJOCTER:
JeBoe Tmpexacepane 28 MM, MpaBoe Mpejacepaue
26 x 26 MM, JIeBBIT JKeayIouek 44 MM, TIPaBbIi JKeJry-
jpouek 19 mm, DB 32 %, serounas runeprensus 34 MM
PT. CT., HEOCTATOYHOCTH MUTPAIHHOTO KjamaHa | cre-
nenn, Tpukycnugaabaoro — II crenenn. ITo QKT HCC
100-120 ymapoB B MuH., Teperpyska Tpeacepanii,
Hapyiienne pemnoJsipudanuu. OTMEYeHO ITOBBIIIEHNE
HaTpuitypetndeckoro mentuga o 5000 mr/a. Ilo
XMOKT — KeJIyI09K0Basi 9KCTPACHCTOJIISI, MTPOOEKKH
JKEJTYZIOUYKOBOH TaXWKapAWuU, MPeICepAHONl TaxXuKap-
quu. B jevenun poGassien mpomanopm 100 mr/c, #Ho
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mpenapar ObLI CaMOCTOSITEJTbHO OTMEHEH POIUTEISIMU,
KaK U TUMNOTHA3UI.

Yepes 10 aneit mocae soimmckn (14.04.2019) — xkan-
HUKA OCTPOTo TpoM603a 1paBoii GejpeHHOll apTepun,
npoBegeHa amOosakToMusi. 1lo IxoKI BbIpaskenHas
JUAJIATAINS TI0JIOCTeN cep/iia: JieBoe npejcepane 31 M,
mpaBoe mnipeacepane 35 x 37 v, K/IP 35 MM, mpaBbiit
Xemrymodek 21 MM, JlerouHas THHEPTEH3US 5O MM PT.
cr., ruaponepukapa 30 mm, DB 19 %, wmarpuit yperu-
vyeckuit mentux — 5000 wr/n. B Tepanun goGyTamuH
no 10 gueit, amwogapon 10 aueit, auroxcun 0,1 mr/c,
aHTHKOary IsaHThl (renapuH-Gppakcunapui — aneTuaca-
JIMIUIOBAS KUCJIOTA), BEPOIIIUPOH 25 MI' ¢ yMeHbIle-
HueM 103bI 10 12,5 Mmr, smam 2,5 mr/c. Ilo maHHBIM
XMOKI, na tepammu ammogaponoM YCC cpemusas
74 ynapa B mut., Mmax UCC 113 B Mun., min YHCC 59 B
MUH., 14 KeJxyJOYKOBBIX 3KCTPACUCTOJN. AMHOJAPOH
otMeneH, npu Koutposae XMIKT gepes 14 gueit moce
orMeHpl ammogapona mo XMOIOKI cpeguas UCC
129 ymapos B mMun., Mmax YCC 217 B mMun., Mmin UCC
83 B MuH., 23 KeTyJOUKOBBIX 9KCTPACUCTOBI, OTMEYEH
MAapOKCHU3M KeJayaoukoBoil Taxmkapamu c¢ UYCC
177 ynapos B Mun., @B mpu Boimucke 31 %, pasmepor
noJocreit cepiiia 6e3 CyIecTBeHHON AMHAMUKH, JIErod-
Hag TUmepreHsus M0 56 MM pT. CT., THIPONEPUKAP.I
YAQJI0Ch KyIUPOBATD.

Yepes mememo nociae sbmuckn (20.05.2019) mo
IXOKT DB 26 %, aunataiius moJocreii: JeBoe mpej-
cepaue 27 MM, mpaBoe npencepaue 30 x 32 mm, K/IP
JgeBoro skemyaouka 34 mM, K/IP mpaBoro skemynouka
23 mM, aud@ys3HbIil TUTOKWHE3, HEIOCTATOYHOCTD
MEUTpaIbHOTO Kianana -1 cremenu, HEIOCTATOYHOCTD
TPUKyCIuAaIbHOTO Kiamana III cremenu, JjerodHas
runeprersuss 46 MM pr. cT. B sleueHNE IUTOKCHH
0,01 wmr/xr/c, amam 0,25 Mr/kr/c, KapBeIwIoJ
0,18 wmr/kr/c, Bepommupon 12,5 wmr/c, Tpombocca
50 mr/c.

JleBouKa B CONPOBOXKAEHNH GOPT-PEAHHMATOJIOTA
rocrrasnusupoBana 27.05.2019 B Hanmonanbublii Me-
JIUIITHCKUN UCCIE0BATENbCKUI IIEHTP 3I0POBBST [IE€Tel
(DOTAY «HMUIL 3x0poBbs zereil> Munzapasa Poc-
cun), r. Mocksa. IIpoBesieHo KOMILIEKCHOe 00cie10Ba-
uue. Aoprorpadusi: BbIsSIBJIEHA BBIPAKEHHAST Kap/IIOMe-
rajinsi, TUNOIIA3usi WH(PAPEHATBHOTO OTAETa A0PTHI.
ITo 9XOKI coxpananach BBIpaXEHHAS UIATAINA
BCEX TI0JIOCTEHl Cepjilla, Pe3KO CHUMKEHA COKPATHTENb-
Hasi CHOCOGHOCTb O0OMX JKETy/I0YKOB, JOKaJdbHAs |
ry06aybHast, JUACTOINYecKast JUCHYHKIUST MPABOTro
xeaymouka, JJIA 29,10 (17) mm pr. cr. B aunamuxke
3HAYNTEIHHO BBIPOC YPOBEHb HATPUAYPETHUECKOTO
nentuga (1o 31770 nr/mum). TIpoBeaeHo MOJMEKYJISAp-
HO-TeHEeTHYeCKoe 006C/IeJ0BaHNe: HOCUTENb ITOJNMOP-
¢usma renoB remocraza ITGB3, PLANH1 — romo3u-
rota, MTHFR, rereposurora. B otnerennu mpomosske-
Ha Tepanusi XPOHMYECKON CepeYHON HEIOCTATOUHOCTH
(XCH): snananpua 0,5 mr/kr/c, kapseauon 0,6 mr/
Kr/¢c, aurokcut, ¢pypoceMus 2 Mr/Kr/ ¢, CIIIPOHOJIAK-
ton 0,5 Mr/Kr/¢c, BapdapuH, npeannsonon 1 mMr/kr/c.

Bommucana ¢ guarnosom: «Kapamomwmomarusi, cme-
maHHbiil  perotun (PeCTPUKTUBHBIN M ANTAaTAIMOH-
ubit). IToblmenHass TPaGeKyJSAPHOCTD 000X KETy-
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noukoB. Ddubpoanacro3. HeqocTaTroqHOCTD TPUKYCIH-
JTATHbHOTO W MHUTPATBHOTO KJamaHoB. JlerouHas rumep-
Tensusa. Hapymienme puTMa cepima: KeTyA0uKoBas
aputmuda [VD rpaganusa no Lown. Biokaza BHyTpke-
JIyTOYKOTO TIpOBeAeHNA. [nmomiasus nHdpapeHantbHo-
To oThena aopTel, moazgomubx aprepmii. XCH 2B,
DK 3 mo Ross».

Yepes apoe cyTok (Bospact 2,5 Toz1a) 1OCE BbIIH-
ckn u3 MeepasbHOTO IeHTpa KOHCTATHPOBAHA KJIMHNI-
YecKas CMepTh.

Maubuuk (6par) poau/ICsA B NEPUHATAIBHOM IIEH-
tpe TAY3 KKBb mMm. C.B. DBeasgesa 12.02.2019.
PeGenok ot 11ecToii 6epeMeHHOCTH, YeTBEPTHIX PO/IOB.
Bepemennocts mpotekana Ha doHe oxkupenns II cre-
meHn, KoHTakTa 1mo BIMY, ameMmm JIeTKOIi CTemeHH,
KaH/AM/I03HOTO BYJIbBOBATUHUTA. AHTEHATATBHO Ha 21-ii
HeJlesle ANATHOCTHPOBAHO YMEHbBIIEHNe [THHBI HOCOBBIX
KOCTOUEK, MHEJ09KTa3Nus JeBOH IOYKH, THIEPIXOTeH-
HOe BKJIIOUEHHE Ha XOpJe JIeBOTO JXeayaouka. B
32 HemesqW TecTallWU 3amo/[03PeH BPOXKAEHHDIN MOPOK
Pa3BUTHUS KEJIyJOYHO-KUIIEYHOTO TpakTa (yBejuueHue
pasMepoB  JKeayjka). PoIbl caMoCTOsTe/lbHble B
36 memesan. Macca tena — 2740 r, poct — 49 cM, Mac-
co-pocToBoit koapduiment — 56 %. OteHKa Mo mKaie
Arnrap 7/8 6ainos.

[IIym B cepAtie ¢ poskIeHNs, KINHIKNA HEJOCTaTOY-
HOCTH KpOBOOGpaIieHNsT He OBbLTO, BecoBasg KpUBasd
Bocxozsmas. [lo OXOKI na 3-u cyTKu >KU3HU JJOKY-
MEHTHPOBAH MHOKECTBEHHbBIN MBIIIEUHbIH /1eeKT MesK-
sxeaynoukosoit neperopoakn (JIMIKII), runeprpodus
MHOKap/a o6onx skexyaoukoB. [To XMOKI 19.02.19 r.
PETHCTPUPOBATNCE 3854 JKeIyJOIKOBBIX 9KCTPACHCTO
moJnMOPGHLIX Bcero, 205 MapHBIX MOTMMOP(HBIX,
23 amuzona Mpoberek MOHOMOP(MHON KesyT0UKOBOI
raxukapanun ¢ UCC 225 ygapoB B MuH. OTMevanIoch
MOBBIIIEHNE HATPUlypeTndeckoro mentu/a o 2180 nr/
ma, tponornn I 670 ur/mr (mopma 0,034-0,120 ur/
Mr). PeHTreHosornyecku KapauoMeranus. AHOMaJIst
Pa3BUTHSA KOPOHAPHBIX apTepHil U aOPTBHI HCKJIOUCHA
mo ganaeiM MCKT. B nedennu morydna Kypc BHyTpHU-
BEHHO MMMYHOIJIOOynHa, BU(epoH, aHTHGAKTepualb-
Hy10 Teparuio (aMIuIuUIHa Cyab0aKkTaM), aHTUPETPO-
BHPYCHYIO Tepammio mo moBogy R75, Moderonmyio
tepanuio (runotuasuj, Bepounupon). XMIKT B
nuaamuke ot 06.03.19 1. — nmpobeskex TaXWKapIuy HET,
334 mpencepaHBIX IKCTPACUCTOJN, COXPAHSETCS BBICO-
kuit yposendb Tpomonnna [ — 1,38 ur/mur.

[Ipu o6¢caeroBannn B KeMepoBCKOM KapAnoIoTHye-
ckoM 1entpe B Mapre 2019 roga (Bospacr 1,5 Mecsna)
mo IKI mpusHaku meperpy3ku MpaBbIX OT/AEJIOB CEP-
na. IlapakJInmHIYECKN COXpaHAJICS BBICOKUI yPOBEHD
Harpuityperndeckoro mentuga 2920 nr/mia, KBK-MB
110 42 e/ 71, uto He coorBercTBOBAIO Kaprune IXOKI:
DB 60 %, ruteprpodust MPaBOTO 1 JIEBOTO JKEJIYI0UKA,
mpimeunbnit JIMIKIL. B tepanun octaB/ien npuem Bepo-
MITMHPOHA, dHANANPIIIA, TbKapa.

C yueToM HaCJEJACTBEHHOCTH, PEKOMEHIOBAHO
obcyeoBanme Ha 6ase KapAHOJOTHUECKOTO OTAEICHNUS
DOI'AY «HMUII 3noposbs gereit» Munsapasa Poccun
C TIeJbI0 YTOYHEHNUS TeHe3a 3a007eBaHNs U KOPPEKIIT
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Tepanuy. B mociegyomeM Ha TEPBOM TOAY SKU3HU
gacteie OPBU ¢ moBbimenueM TeMIepaTypbl [0
e6pmIbHBIX HOP.

B Bospacte 9 mecsines (10s6pb 2019 roga) Manbuuk
MOBTOPHO TOCIUTATN3UPOBAH HA KOHTPOJIbHOE 00C/Ie-
poanme. [lomydan sm TanuedT pPeKOMEHOBAHHYIO
Teparnmio, He u3BecTHO. IIpu MmocTymiennn xano6bl Ha
OJBIMIKY TIpU yMepeHHOH Qu3andecKoil Harpyske.
Kamnndeckn oTMedasach yMepeHHAs TPUTJIYIIEHHOCTD
CepJCYHBIX TOHOB, CHCTOJMYECKUI IIIyM TIO JIEBOMY
Kpaio TPYAMHbBI, HOPMaJbHBbIE pa3Mephl IEUCHN U cere-
senku. [lo pesyabraTam o6ce[oBaHMSA JHATHOCTHPOBA-
Ha aHeMUs JeTKOW CTeMeHN, YPOBeHb OpraHoCTeIndu-
yeckux ¢epmentoB B npegenax Hopmbl (ACT =
48 E/m; AJIT = 21 E/an; KOK = 160 E/o1; JIAT =
307 E/n), uosbliuieHue ypoOBHs TpomoHuHa [ 10
1181,8 ur/ma. K[ npusHakoB Heperpysku OTAEIOB
cep/Iia He BBIABJICHO, YMEPEHHBIE ANCMeTab0IMIecKue
n3Menennsa muokapaa. [lo XMOKI saperucrpupoBanbt
27 OAWMHOYHBIX TPECEPAHDBIX KCTPACHCTOMN, 3 KEIy-
JIOYKOBBIC OJMTHOYHBIE MOHOMOP(HBIE 9KCTPACHCTOJIBI.
ITo 9xoKT moxyMmeHTHpoBaH Ie(EKT MEXKEeTIyT0UKO-
BOI TIEPETrOpPOJKN, MHOXKECTBEHHDIH, OTKPBITOE OBAJID-
HOE OKHO, THMEpPTPOo(UsA MHOKAp/Aa MPaBOTO M JIEBOTO
JKETy0UKa, MEKKeTYJ0UYKOBOH MEPEeroposiki, peryp-
TUTAIsl Ha TPHUKycHuaajgbHOM Kiamade II cremenm,
TpU3HaKW Jerounoit rumeprensuu; OB 44 %.
IIpoBesena KOppeKNnus Tepanmny XPOHUYIECKOH cepaed-
HOH HeJOCTATOUHOCTH. DBbimucan ¢ AMArHo3oM:
«Kapamommonarust, cmemanubiii denorum, 6es
obctpykrmu. HK 1 cremenn, ocioXHEHHBIH, Hapylie-
HHEe PHUTMa Cep/la: CYIPaBeHTPHUKYJISApHAsS 3IKCTpa-
CHICTOJITIST».

B Bospacre 1 rog 7 mec. (oxrsi6pp 2020 rozma)
o6caenoBan Ha 6aze @TAY «HMUII 310poBbst fereii»
Munsgpasa Poccun, BepudummpoBan [HarHos:
«KapamoMuonaTtus, AnaaTalinoHHbIN (DEHOTHII, HEKOM-
MAKTHBIIT MUOKap/1 06enX skesy10uKkoB. HeoctatouHocTb
ATPHOBEHTPUKYJISIPHBIX KJAMAHOB. YMepeHHas Jerod-
Hag runeprensusa. Hapymenne putma cepma o IpoBo-
JUMOCTH: JKeJylouKoBasg sKcTpacucrosansd. Ilosmas
6JIOKajIa TPaBON HOXKKM IMydYKa [HMca B COYETAHUU C
Hectenn@uueckoil BHYTPIKETYIOYKOBON OIOKAIOM.
XCH 2A. ®yuxunonanbbiii kiace (OK) 2 no Ross».

ITo manmbiM IxoKT, ammartanust mosocTei cepara,
HEJI0CTATOYHOCTh ATPHOBEHTPUKYISAPHBIX KJIATaHOB
IT crenenu, npusHaku HEKOMIIAKTHOIO MUOKap/a JIeBO-
ro JKesy/04Ka, H30bITOYHOE KOJUYECTBO TPaGeKkyJ B
TPaBOM JKeJayJouKe, ANP@Y3HbIH THIOKIMHE3, CHIDKE-
HIE COKPATUTEJbHON CHOCOOGHOCTH MHOKAp/a JIEBOTO U
mpasoro xkeayaouka [ DB mo Tetixoabity 36 %, @B mo
Cumrcony 42 %, KOHEUHDBIH AMACTONMYECKHH 0GbeM
(KAO) 44 ™71, KOHEYHBI CcHCTOJMYECKUNl 06beM
(KCO) 25 mu]. TTo OKT npusHaku 1eperpysKu JeBoro
mpejacepans, THIEPTpodUN MHUOKapAa >KeIyJ0YKOB,
HapyllleHne MPOBOJANMOCTH: MOJHas OJIOKaJa MpaBoii
HOKKH ITyYKa [Hca B codyeTaHWN C HeCTEIIpUIeCKOi
BHYTPIDKEJTYTOYKOBOI 6JI0KAI0M, SKETYJOUKOBAST apHT-
Must 3 rpaganuu no Lown. TlanueHT GbLT IPOKOHCYIb-
THPOBAH TEHETHKOM, MPOBOJNJICS MONUCK paHee BBISAB-
Jennbix MyTtanuii (y cectpsl nanuenra). CKOPpeKTHPO-
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BaHa Teparnus XPOHUYECKON Cep/leuHOil Hel0CTaTOuHO-
CTU: DHAJANPHUJ € TUTPOBaHUeM 103bl g0 0,5 Mr/Kr/
CYTKHU, CHUPOHOJAKTOH 0,5 MI/KI/CyTKH, KapBeUI0)
1 Mr/Kr/CcyTKH, acmupuH 5 Mr/KT/CyTKH, J106aBJIeH
qurokcnt 10 MKr/Kr/cyTKn.

[ToBTOPHO TOCHUTAJM3NPOBAH Yepe3 > MecsIieB
(dpespanb 2020 roga) B oTAETEHNE AETCKON KapanosIo-
run  KeMepoBcKoOro kapjamoieHTpa ¢ jKajgob6aMu Ha
ycuJieHue OJIbIIKK, cJaabocTb. IlapakanHuuecku /ua-
PHOCTHPOBAHA aHEMUSI JIETKOI CTeNeHn TSKeCTH, Hapy-
IIeHNe PUTMA CepAlla B BUJE TTOJUTONHON JKeTy/109KO-
Boll  akcrpacuctonuu. IxXoKI — cHmxenne
COKpATUTEJIBHO (PYHKIIMI MHOKAP/Ia JIEBOTO KeJIy/104-
ka (OB — 30 %), peryprurannsi Ha aTpUOBEHTPUKY-
asapubix kiananax II-IIT crenenu. Ilpomomxena tepa-
must XCH. B gumamuke mo 9xoKI: @B — 39 %, ayTh
MeHbIIle CTajla CTEleHb PETYPruTaluil Ha aTPUOBEHTPHU-
Kymasgpubix kmamanax go [-II cremenn. Kommmaiinca
OKOHYATEJBHOTO C POJUTENSIMU HE ObLIO TOCTUTHYTO,
MOJTY4aJsT JIK BCIO PEKOMEH/IOBAHHYIO TEPAINIO PeGEHOK,
OCTAETCA HE SCHDIM.

[Ipu KOHTPOJIBHOM OGCJIEIOBAHIK B HOJUKJIMHUKE
Kapamonentpa 29.04.2021 r.: ®B mo Teiixoabiy
30 %, maBmeHme B JierouHOW aprepuu 60 MM pT. CT.,
HEJOCTATOYHOCTD  TPUKYCHUJAJBHOTO  KJalaHa
II-11T crenenn (#a ore Kpuka 1 6eCOKONWCTBa peGeH-
ka). IIpomomkena HasHavenHast paHee Teparnust XCH.
B mawamne mag 2021 roma — BSJIOCTH, HEIOMOTAHUE,
onnokpatno paota. [lo garasiM IXOKT ot 06.05.2021:
DB mo Teiixompity 62 %, maBieHne B JETOUHON apTe-
pum 47 MM pr. cr., Hegoctaroynocts II-IIT cremenn.
ITo KT — cunycosas taxukapaus ¢ YCC 142 ynapos
B MunyTy, S-tun IKI, tuneprpodust mpaBoro Keury-
JIOYKA, TIeperpy3Ka MpaBoro MpeiCepIus.

[Mocnennsisi rocuutasusanusi B KapAHOIEHTP
12.05.2021 r.: coxpanseTcs AUIATAIUS TOJTOCTEN cep/I-
1a, runeprpodus MpPaBoro M JEBOTO >KETY/0YKOB,
IPU3HAKKM HEKOMITAKTHOTO MHUOKAp/a JIEBOTO JKeJIy/104-
Ka, OTHOCHTEJbHASI HEJOCTATOYHOCTb ATPUOBEHTPHKY-
JIIPHBIX KJANAHOB, JierovyHas runeprensus (paBienue
B JIETOYHOW aprepun 51 MM PT. CT.), BbIPasKEHHOE
CHIDKEHIE COKPATUTEJIbHOI CIIOCOOHOCTH MHOKap/a
aesoro skeaypouka (DB 20-24 %). o IKI nokos
HeroJHast 6JIOKa/Ia MPaBoil HOXKKY Ty4yKa ['nca, cHiKeH
BosbTask IKI. ITTo CMIKI — wacrasd skeqymoukoBast
skcrpacucroiusa IVa rpagauuun no Lown (Bcero
1862 sxemyJ0UKOBBIX 9KcTpacucTos, n3 unx 1812 omau-
HOUHBIX, 22 10 Tuiy Ouremunuu, 28 napubix). IIpu
MOCTYILIEHUN SIBJIEHUS THIPOTIEPUKap/ia 6e3 NPU3HAKOB
cnasrenms. C ydeToM Beca peGeHKa, MpoBeieHa KOp-
pexisa MeaumkaMenTtosHoil Tepanun XCH, yBesmuena
no3a MoueronHoit Tepammu. Ha d¢one mposoammoro
JIedeHusl SIBJIEHUST THAPOIIEPUKAP/IA KyIIHPOBAHBDI.

Cmeptp pebenka nacrynuia 19.06.2021 r., B Bo3-
pacte 2 et 4,5 Mecarnes, Ha goMy. Ilarosoro-anaro-
MuvecKuii auartos: Kapaumomuonarnsi HeyTOYHEHHOI
stnoornn  ($pu6pos Muokapaa). Cepjme TOAYIIKO-
oOpasnoe. MHOKap/[ TOTATBHO PE3KO YILJIOTHEH, PEsKeT-
csi ¢ OOJIBIINM YCHJIMEM, TOJIIMHA MUOKAap/Ja JIEBOTO
xkemrynouka 1 cM, mpaoro 0,5 cM. Mwuokapa o6oux
JKEJTyTOYKOB BOJIOKHUCTEIH, cepblil. CTBOPKH KJIATTAHOB
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aMacTUYHbIe, THNNYHON (opMbl. Ilpn rucTomormieckoM
UCCAEJOBAaHUN B MHOKapje OOJblIas dYacThb 3aHsTa
(pu6pPo3HOIT TKAHBIO, MbIIIEYHbIE TTYYKH 3aMyPOBAHbBI B
(pu6po3HOIl TKAHM, KAMHJIAPBI IIOJHOKPOBHDL.

3AKJTIOMEHUE

IIpuBeaenublil KIMHUYECKUil caydail ceMeliHON Kap-
JIMOMUOTIATHH MHTEPECeH KaK ¢ HAyYHOH, TaK M C MpaK-
THYECKON TOYKN 3PeHus, IeMOHCTPHPYET CIO0KHOCTD

JUATHOCTUKHU W TEPaIlii 3TOrO 3a60JIE€BaHUsA, TIPOTpa-
JINEHTHOE TedeHnne, pepakTepHyIo K Tepanuy cepjed-
HYI0 HeJOCTaTOYHOCTD.

HNudopmanust o punancupoBannu u KoH(pIHKTE
HHTEPECOB
VccenetoBanme He MMeJo CIIOHCOPCKOI TTO/LIEPIKKH.
ABTOPBI IEKTAPUPYIOT OTCYTCTBHE SIBHBIX M MOTEH-
IIATbHBIX KOH(MJIUKTOB WHTEPECOB, CBSI3AHHBIX C
myGJauKaIell HacTOSIEeN CTaThbu.
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