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PE3IOME. HekoMmakTHBINT MUOKAp] JIEBOTO JKEIYJ0UKa — KapJUOMUOMATHS, KOTOpas XapakTe-
pU3yeTCs HAJIMYKMEM JIBYCIOMHOM CTPYKTYPhl MUOKapaa. Y A€Tel JaHHasd NaTOJOTUs HAaXOIUTCS Ha
TPEThEM MECTE 10 YACTOTE BCTPEYAEMOCTH CPEIH BCEX KAPAUOMUONIATHH IIOCIIEe TUIIATAllHOHHON 1
runeptTpoduueckoil. OCHOBHbBIE TPOSBICHUS HEKOMIIAKTHOTO MUOKap/Ia JIEBOTO JKEIyJ0YKa BKITIO-
YaroT B ce0sl CepAeUHYI0 HEJ0CTaTOYHOCTh, pa3HOOOpa3Hble HAPYIICHUSI PUTMA U MTPOBOJAMMOCTH,
TpoMO03MOonMHK. B HacTosmee BpeMsi HEJOCTATOUHO M3YYEHBI BOMPOCHI ATHOIMATOreHE3a, Kiac-
cudukanuu 3abojaeBaHus, 0COOGHHOCTEH TeueHus, AuddepeHnnanbHOl THarHOCTHKU C APYTUMHU
dbopMamMu KapaHOMUONaTHH y JieTel. B cTarhe mpencTaBieH KJIMHUUECKUH CTydail maiueHTa ¢ He-
KOMIIAaKTHBIM MUOKAapZ0M JIEBOTO JKEJIYJ0UKa, HAXOASAIIEroCsl Ha CTallMOHAPHOM JICUEHUU B HalIEH
KJIMHUKE.

KJHKOYEBBIE CJIOBA: HeKOMIAKTHBIN MHOKap/ JIEBOTO KEAYA0UKa; KapAUOMUONATUS; IETHU.
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ABSTRACT. Non-compact left ventricular myocardium is a cardiomyopathy characterized by a
bilayer structure of the myocardium. Pathology is in third place among all cardiomyopathies after
dilated and hypertrophic in children. The main manifestations of non-compact left ventricular
myocardium include heart failure, various rhythm and conduction disturbances and thromboembolism.
The issues of etiopathogenesis, classification of the disease, characteristics of the course, differential
diagnosis with other forms of cardiomyopathies in children have not been sufficiently studied. The
article presents a clinical case of a patient with non-compact left ventricular myocardium who is
undergoing treatment in our clinic.
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CLINICAL CASE

HexoMmakTHBIE MUOKapJl JIEBOTO KEIydodKa
(HMJDDK) — penkast BpokJeHHass KapJuOMHOMa-
THSA C TIOpKEHUEM MHUOKapJa, HapyIIeHHEM ero
sMOpHOreHes3a, XapaKTepHU3yIoLlasicsi TIOBbIILe-
HUEM TpaOeKyIsIpHOCTH MHOKapa JIEBOTO JKeIy-
nmouka (JDK), Hanmnmauem MexTpaOeKyIsIpHBIX MPO-
CTPaHCTB, COOOIIAIOMIMXCS C TOJIOCTHIO JKEITY04-
ka[1, 2].

B HacTosimee Bpems CyIIECTBYET HECKOJIBKO
TEPMHUHOB JIJIsl XapaKTEPUCTHKN TAaHHOW MaTOJO-
TUU: HEKOMIIAKTHAas KapIWOMHOIIATUSI, CHHIPOM
HEKOMITAaKTHOTO MHOKap/a, ry0uarsiii MHOKap.

JlaHHas TATOJOTHS TUArHOCTHUPYETCA Kak y
JeTell, Tak U y B3POCIBIX, HO SBJISETCS JTOBOJIBHO
peAKuM, MalOM3y4eHHBIM 3a00JIeBaHWEM W dYalle
BCTpEYaeTcsi B MOJIOJOM BO3pacTe, JOCTOBEPHO
YCTaHOBIIEH HACJIEACTBEHHBIA XapakTep mepeaadn
natosnoruu [1]. Y 44% 6ompabix ¢ HMJDK Habmr0-
JIaeTCsl CeMelHbIN xapakTep 3abosieBanus: B 70%
ClIy4aeB C ayTOCOMHO-JIOMHHAHTHBIM THIIOM Ha-
caenoBanusi, B 30% — ¢ X-ClIeTJICHHBIM pelec-
cuBHBIM [3, 4]. PactpocTpanennocts HMJIXK Bo
B3pocioit momymauuu coctasusger 0,014—1,3%.
VY nereii 1aHHasg MaTOJIOTHs CTOUT HA TPEThEM Me-
CTE 0 YacTOTe BCTPEYAEMOCTH CpEeIH BCEX Kap-
JUOMMONATUN TMOCJEe OWIATAUMOHHOM W Trumep-
TpohUIECKOM.

Ha cerogusiminuii neHb HET €AMHOTO MHEHHUS U
10 TTIOBOIY HOMEHKJIATyphl 3aboneBanms. Cormac-
Ho knaccudukanuu BO3 (1995), nannas xapauo-
MUOIATHsI OTHOCHUTCS K I'pyIIe «Hekiaccuuiu-
poBaHHbIX». CormacHo MexayHapoaHOU Kiac-
cupukanuu Ooneznelr X mepecmorpa, HMIDK
otHOCHUTCA K IX Kitaccy — npyrue 60j1e3HH Kpo-
BooOpanieHusi. B nmuTeparype BBIIEISIOT TaKXke
«m3onupoBanHyo» ¢Gopmy HMJIDK, xorma xap-
JTUOMHOTIATHS SIBIISIETCSI CAMOCTOSTEBHBIM 3a00-
JIEBaHUEM, U «HEHU30JUPOBAHHYIO», MPU KOTOPOH
HabmomaeTcs coueranne HMJDK ¢ Bposk1eHHBIMHU
[IOPOKaMH CEepAlla, HAaCJIEICTBEHHBIMH CHHJPO-
mamu. [lo kmaccupukanmmm AmepuKaHCKOH ac-
commanmu cepana (2006) 3aboneBaHue sIBISIETCS
IIEpPBUYHON I€HETHUYECKOU KapAuoMHonaruen. Es-
pomeiickuM oOmiectBoM Kapauoioros (2008) pe-
KOMEH/IyeTCS BBIJENATH CEMEHHYI0 U HECEMEHHYIO
kapauomuonatuio. Knaccudukammss MOGE(S),
paspaborannas BcemupHoii oprannsanueit cepu-
na (2013), npeqaraeT yka3pIBaTh ISATh IPU3HAKOB
3a0oneBaHus: MOP(DOIOTHIECKYIO XapaKTEePUCTH-
Ky (M), nopaxxennsie opransl (O), xapakrep Ha-
caenosanus (G), stuonoruto (E), ctamuto XxpoHH-
YECKOU CepJIeYHON HEeA0CTaTOUHOCTH (S).

Otnonarorene3 HMJDK m3ydeH HemocTaToqHO.
HauGonee mpusHana koHUENIus (QOpPMHPOBAHUS
JMAHHOM TMAaTOJIOTUU B pe3yJbTare HapyIIeHHOTO
smbOpuorene3a. Ha cerogsmHuii eHb M3BECTHO

20 TeHOB, B KOTOPBIX OOHApYXHMBAIOTCSI MYTaLlUH
y naruentoB ¢ HMJDK. Kapauomuonarus B psine
CJIy4yaeB MOXET COUETAThCSI C HEPBHO-MBILLICYHBIMU
3a00JIeBaHUSIMU, XPOMOCOMHBIMH a0eppalusIMu.

HMIJDK — aHomanusi cTpoeHusi cep/ila, KOoTo-
past 3aKJIo4aeTcsl B HAJIMYMU JBYCIOHHOU CTPYK-
Typbl MHOKapjAa, COCTOALIEH W3 BHYTPEHHErO
CyOPH/IOTENMAIEHOTO HEKOMITAKTHOTO (Tpabeky-
JISPHOTO) CJIOS U JIEXkKAIEero Mo HUM CyOl3muKap-
IUAJIbHOTO KOMIIAKTHOTO ci10si. HexoMmakTHOCTB
MHUOKapAa oO0yCJIOBJIIEHA HapylIeHHEM Ipolecca
«YTUJIOTHEHHUS» MHUOKapIUaTbHBIX BOJOKOH Ha
paHHMX cTaausax sMOpuoreHesa. B npouecce Hop-
MaJbHOTO SMOpHOreHe3a MHUOKapAuajbHbIE Tpa-
OeKyibl TMOSBISAIOTCS y dMOpHoHa Ha 4-U Henmene
rectauu. B oTcyTcTBHU 3nMKapAuanbHONW KOpO-
HapHOM LUPKYJISALUU OHU yBEJINYMBAIOT IUIOLIAAb
MOBEPXHOCTH MHOKapaa. Haunnas co 2-ro mecsina
sMOpHoOreHe3a pa3BUBAETCS KOPOHApPHOE KPOBO-
oOpaienue, 1 uAET peMoJesnpoBaHue (ymnjaoTHe-
HUe, «KOMIaKTH3allusg») MHOKapAa. YBEIHuYeHUe
KEJYLOUYKOBBIX 00BEMOB IPUBOAUT K KOMIIPECCUH
TpabeKya M YBEIMUYEHHUIO TONIIMHBI KOMIAKTHOTO
cios. YIJIOTHEHHWE MHOKapjaa HAeT IO Halpas-
JICHUIO OT SMHUKapja K SHIOKapay, OT OCHOBAaHUS
ceplla K ero BepXylIKe, OT MepPeropojku K CBO-
O0OIHOW CTEHKe Kelylnodka u Ooyiee BBIPAXKEHO B
JDK, uem B mpaBoM. [laTonormueckass ocTaHOBKa
SMOpHoOreHes3a Ha JaHHOM ATalle CUUTAeTCs MaTo-
FEHETUYECKUM MEXaHU3MOM, JIEXKAIUM B OCHOBE
dopmuposanus HMJIK. TIpu stom moryt cdop-
MHUPOBATbCs pa3Hble MOP(HOJIOTrHIECKHE BAPHAHTEI
3a00seBaHMs: JTaKyHAPHBIN (HEKOMIAKTHBIM MHO-
KapZ HPEACTaBICH CEThI0 XOPOLIO BU3YaIU3UPY-
fomuxcsi Tpabekyn), ryOuaTblii (HEKOMITaKTHBIH
MHOKap/ MPEACTaBICH YepeOBaHNEM MHOXECTBA
MeNpYalIINX JaKyH) W CMEIIaHHBIH. YKa3aHHbBIC
W3MEHEHMs] MPUBOAAT K CHIDKEHHUIO CHUCTOJIHYE-
cxoit ¢pynkiuu JOK. Ilpu aTtom pemonennpoBanue
cepJilla MOKeT MOWTH 0 TpeM KapAuoMuonaruye-
CKHUM THUIIaM (AMIaTallHOHHOMY, THIEpPTpodmde-
CKOMY, PECTPUKTUBHOMY) [2, 5].

OCHOBHBIMH ~ KIIMHUYECKUMHU  KPUTCPUSIMH
HMJIK y pereil siBasitoTCs: cepluevyHasi HEOOCTa-
TOYHOCTH MPH BBIPAKEHHONW CHUCTOJIMYECKOW AMC-
dbyakumm JDK, HapymeHus cepAedyHOTro pUTMa H
MPOBOAMMOCTH M TpoMOo3MOoInu. Bo3MokHBIM
MEXaHU3MOM BO3HHUKHOBEHHS CHCTOIMYECKOMN JHC-
(YHKUMHU SIBISETCS XPOHMYECKAss MIIEMHS MHO-
kapaa. CyIlecTBeHHbII BKJaa B JIEKOMIIEHCAIUIO
CEpACYHON AEATEIbHOCTH BHOCUT HEIOCTATOYHOE
HaIoOJHEHUE JKEJIyJJOYKOB, BBI3BAHHOE WX Hapy-
IIEHHOW penakcaluend. YXyaeHue IuacToinye-
CKOM (DYHKIMH J>KEJIyZOYKOB BO3MOKHO 32 CYET
M30BITOUYHBIX COENMHUTEIBHOTKAHHBIX BOJIOKOH B
9HJIOKapAe, YTO HEpeOKo HaOmromaercss Ipu AaH-
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HOW Kapauomuonaruu. OnpenensioT HapylleHHe
COKPAaTUMOCTH MUOKap/a He TOJbKO B CEIMEHTaX C
SIBHBIMHM 4€PTaMU HEKOMIAKTHOCTH, HO M BO BCEM
xKenynouke [7].

Hecmotps Ha TO 9TO TpOMO0IMOOTIHU BXOIAT B
Tpuaay kimaccuueckux cummnromoB HMJDK, Goinb-
IIMHCTBO UCCJIEAOBAaHUN OTMEYAIOT HEBBICOKUI
YPOBEHb TPOMOOAIMOOIHIT B IETCKOM BO3pacTe.

Crnenyer oTMETUTh, 4To B 20% cimyuaeB HMJIK,
SIBJISISICH BPOKAEHHOM MaTOJIOTHEH, 4yacTo He pac-
MO3HACTCSl WM AUAarHOCTHPYETCS HECBOCBPEMEH-
HO, 4TO OOYCJIOBJICHO HECTICHU(PUIHOCTHIO KIMHU-
YEeCKHUX MPHU3HAKOB, a TAK)Ke HEAOCTaTOYHOM OCBe-
JIOMJIEHHOCTBIO Bpadeil. 3a0oneBaHue JUIMTEIbHOE
BpeMsI MOXKET NPOTEeKaTh 0€3 KIMHUYECKUX CHM-
[ITOMOB, MPHU3HAKOB PEMOAEIMPOBAHUS CepAla H
SIBIISICTCS TUArHOCTHYECKON Haxomkoit [7, 8].

OnexkTpokapanorpapuuecKkue  MCCICIOBaHMS
00HaApyKUBAIOT IIUPOKUN CHEKTP Pa3iIMYHBIX OT-
KJIOHCHUH, HaUYMHAas ¢ M3MeHeHnH B cermenTe ST u
3aKaHYUBas KU3HEYTPOKAIOIIUMHU JUIPUTMUSMH,
TAKUMU KaK >KeJIyJOUKOBask TAXUKapIusl, Kely1ou-
koBast pubpususanms, Opanukapaus, AB-Onokaabl.

OcHoBHBIM MeToxoM auarHoctukn HMJDK na
CErONHSIIHUN JCHb SIBISETCSA dXOKapauorpadus
(Ox0KT"). OcnoBubiM Dx0KI'-kpurepuem sBiseT-
Cs HaJM4YME HEKOMIIAKTHOI'O CYO3HIOKapAHajb-
HOTO U KOMITAKTHOTO CYO3MMKapAnaIbHOTO CIIOEB
MHOKap/a, OTHOIIIEHHE KOTOphIX Oomnee 2. HexoMm-
MAKTHBIA CJIOW MPEeACTaBICH YTOJIICHHBIMH Tpa-
OekynaMu ¢ TIYOOKHMMH MEXTpaOeKyIspHBIMH
[IPOCTPAHCTBAMHU TPEUMYIIECTBEHHO B 00JacTH
anMKaJIbHBIX U CPEIHUX CETMEHTOB OOKOBOW H
HwxHel cteHok JIDK. MaroHuTHo-pe3oHaHCcHas To-
Morpadusi MO3BOJSET YTOUYHUTH TONIIMHY M pac-
MPOCTPAHEHHOCTh KOMIIAKTHOTO M HEKOMITAKTHOTO
CJIOEB MHOKap/a.

Jleuenue nereit ¢ HMJDK Ha ceromusamnuit
JCHb ABIETCS cuMIITOMaTnyeckuM. OHO OCHOBBI-
BaeTCsl HAa KOPPEKUMH M NPOQPUIAKTUKE TPeX Oc-
HOBHBIX KIIMHHUYECKHUX TPOSBICHHUI 3a00JICBAHMS:
CepIeYHON HEAOCTATOUYHOCTH, apUTMHUU U 3MO0-
JUYEeCKUX ociiokHeHui. [Ipu orcyTcTBUN 3 dek-
Ta OT IPOBOAMMON Tepanuu, TOPIUIHOM TCUCHUH
3a0o0seBaHMsl, BO3MOXKHO pelIeHHe BOIIpoca O Mpo-
BEJICHUH TpaHCIUIaHTalMM cepaua. [lanuenTtam c
KHU3HEYTPOKAIOIIMMHU HAPYLICHUSAMHU pUTMa HE0O-
XOJlMMa YCTaHOBKa KapJuoBepTepa-aehuopuis-
Topa [2].

Takum obpazom, HMJDK npencrasnser coOoit
OJIHY U3 aKTyaJbHBIX U MaJIO U3YUCHHBIX IPOOIEM
JeTCKOH KapanopeBMaTosoruu. Ilatonorust MoxxeT
MaHH(EeCTHPOBATh JKU3HEYTPOKAIOMUMH COCTOS-
HusiMu. HegoctaTouHo n3ydeHsl BOIPOCHI 3THOIIA-
TOreHesa, Kiaccupukanuu 3aboseBaHusi, 0COOCH-
HoCTel TeueHus, nuddepeHnnaaTbHON TUarHOCTH-

KM C APYTUMH KapAHOMUONATUSIMH, IPEIUKTOPOB
HeONaronpusITHOrO ucxoda y aered. OnucaHus
knuHu4eckux cinyyaeB HMJDK B nerckom Bo3pac-
T€ 0CTal0TCsl HEMHOTOYHCIIEHHBIMH.

KTMHUYMECKMI CTTYYAI

JleBouka, 15 5eT, Haxogwiaach Ha JICUCHUH B
KapJIuopeBMaToyioruaeckoM otaenenuu locymap-
CTBEHHOTO OIO/KEeTHOTO yupexaenus «lopomckas
JeTcKas KiuHudeckas OonpHuUIa Ne 1» . JloHerka.

[Ipu mocTyIuIeHnN MAIMEHTKA TPEIbIBISIIA Ka-
J100BI HA YaCThIE TOJIOBHBIE 0OJIH, KOTOpBIE OecIIo-
KOSIT pebeHka B Teuenue roga. [Ipu amOymaropaom
o0ciieT0OBaHNH BEISIBIIEHA apTepHalbHas THIIEPTEH-
3Usl, MO TMOBOJY KOTOPOW IMOJydalia CEIaTUBHYIO
TEparuio, a TaK)Ke dHAJAlpHI B J103€ 5 MT B CyT-
k. HecMoTpst Ha mpoBOAMMOE JICUCHHUE, Y IEBOUKHU
COXPAHSUTUCH TIOBBHIIIICHHBIC ITOKA3aTeIN apTepH-
anpHOTO maBneHus (AJ]) (mo 145/80 mm pr.ct.), B
CBSI3U C YEeM MAIMCHTKA ObLIa TOCIUTAIN3UPOBaHA
B KIINHUKY.

JeBouka poaunack OT HOPMAJIbHO MPOTEKAB-
meil 6epeMEHHOCTH, TPEKIECBPEMEHHBIX pPOIOB
Ha cpoke 36 Henmenb ¢ Maccoi 2450 r. B mepuo-
JIle HOBOPOXKIAEHHOCTH HaOmrogansach MO TOBOAY
HEJIOHONIEHHOCTH, TIEPUHATAIHLHOTO IOPaKEHUS
LICHTPAJIBHOM HEpPBHOW cucreMsl. Pacrer u pas-
BUBACTCSI COOTBETCTBEHHO Bo3pacTy. CeMmelHbIi
aHaMHE3 OTArOIIEH — Yy MaTepH IMaToJIOTUsSl Cep-
JIEIHO-COCYIUCTON CUCTEMBI (YTOUHUTH 3a00JIeBa-
HUE B HACTOSIIEe BpeMs He MPEICTABISAETCS BO3-
MOJKHBIM — yMmepJa B Bo3zpacte a0 40 ner).

[Ipn mocrtymienun oOmiee cocTosHUE pPeOeH-
Ka yaoBieTBoputTenbHoe. Temmeparypa Tema —
36,7 °C, UHCC — 76 B munyty, Y/ — 20 B Muny-
Ty, A — 150/80 mm pr.ct., CAJ[ — 140/80 mm
pT.cT. (95%0 AJl — 129/84 MM pT.CT.), Macca Teia
65 xr, poct 165 cm, UMT 23,9 xr/m2.

PeGeHOK HOPMOCTEHHYECKOTO TEeIOCIOKEHUS,
YIOBJICTBOPUTEIBHOTO NuTaHus. KoxHbie MOKpO-
BBl OJIeTHO-pO30BBIC, YHCThIC. CiHM3uCTBIE 000-
JIOUKH PO30BEIe, uncThie. [lepudepuueckue nmm-
(haTuueckue y3ibl He yBeaudeHsl. [1pu ayckynbra-
LMW JIbIXaHWEe B JIETKUX BE3HWKYIsipHOE. [paHuIist
OTHOCHUTEIBHON CEPIEYHOMN TYIIOCTH BO3PACTHBIE.
ToHbl cepjilla TPOMKHE, PUTMHUYHBIE, KOPOTKHU
CUCTOJMYECKUH 1IyM B V Touke Oe3 30HBI MpOBe-
nenus. JKuBor Markuii, 06e300ie3HeHHbIN. [Teuenn
y Kpas pebepnoit nyru. Ilodukm u ceneseHka He
nanerupyetcs. Ctyn 1 pa3 B ieHb, 0pOpPMIICHHBIH.
Movuencmyckanus cBOOOIHBIC, 6€300Ie3HEHHEIE.

OO0uwmii ananus kposu: sputpountsl — 4,1 T/,
Hb — 127 r/n, netixorutel — 3,2 1/71, SpUTPOITH-
Tl — 5%, nanouxosigepHele — 1%, cermeHTo-
sinepubie — 33%, mumdouuter — 51%, MoHO-
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uutel — 10%, COD — 3 MM/4, TpOMOOIIUTH —
233 I'/n, Ht — 39,6%.

OOuuii aHaJIM3 MOYH: KoJH4ecTBO — 40 MiI,
LIBET — CBETJO-KEIThIH, KHUCIOTHOCTh — Cla-
0o-kucnas, ynenbHbid Bec — 1014, 6emox — Her,
caxap — HET, JMHUTEIUH IUIOCKUH — OoJbiIoe
KOJIMYECTBO, JICHKONUTH — 2—3 B TOJE 3pCHHS,
SPUTPOIUTHI — HET, MIJIUHIPHI — HET, CIU3b —
00JIBIIIOE KOJUYECTBO, OAKTepUil — OO0JIBIIOE KO-
JINYECTBO, COJIM — HET.

buoxumudeckuii aHamu3 KPOBH: TIIFOKO3a —
4,4 MMmoibe/a, obnuii 6emok — 97 1/71, MOYEBH-
Ha — 4,4 MMOIB/1, KpeaTHHUH — 83 MKMOJIB/II,
OwupyOuH o0t — 12,2 MKMOJIB/JI, IPSIMO —
2.4 mxmoaps/a, ACT — 23 En/a, AJIT — 22 En/n,
menodnass Qocdaraza — 265 En/n, kanenuid
obmumit — 2,38 mmons/a, ACJIO >200 ME/mn,
CPb <6 mr/mu, PO <8 ME/miu, xonectepuHn —
4,4 MMOJIB/TI.

Koarynorpamma: IIB — 16 cek., AUTB —
29 cex.

Tupeonnnas manens: TTI — 2,04 McME/mi,
T,. — 15,83 nmons/1, AT-TIIO — 64,07 ME/mu.

AHanus Kaa: Siia IIUCTOB U [MUCTHI JITMOJIUNA
He 00HapyKeHbI; COCKOO Ha IHTEPOOHO3 — OTPHU-
aTeabHBIN.

OKI': puTM CHHYCOBBIH, PETyJIspHBIA, BEPTH-
KaJIbHOE TTOJIOKCHHUE AIEKTPUICCKON OCH cepa.

9x0KI': MHOXeCTBEHHBIE HOIOJHUTEIbHBIE
nonepeunbie Tpabekynbl JIXK. TloBblleHHas
tpabekymsipaocts JOK. [Ipu3Hakm HeKOMITakKT-
HOTO MHOKapJla BepXylIeYHO-00KOBOW 00J1acTH
JDK. Knanannelii annmapar He wu3MeHeH. He-
3HAYUTENbHAsl CHCTOJMYECKAs pPerypruTamus
B CTBOPKAaxX MHUTPAJBHOTO KjamaHa, TeMOJHNHA-
MHYECKH He3Hadyumas. MUuHHUMajdbHas TPUKY-
crnujaidbHas perypruranus (GyHKIIMOHAIbHAS).
ITonoctu cepana He pacmupeHbl. Muokapa He
yrosaueH. CoOKpaTUMOCTbh MUOKap/ia YAOBIETBO-
pHUTeIbHAS.

Y3U opraHoB OpIOIIHON TOJIOCTH U 3a0prOII-
WHHOTO TPOCTPAHCTBA: HOpPMAaJbHAsl HXO-KapTHHA
MIEYCHH, JKEITIHOTO ITY3BIps, MOKEITYIOUHON Ke-
7e3bl, CENEe3CHKHU, TMOYEeK, MPOCKIUU HaIMo4ey-
HHKOB.

VY3U mmroBuHOM xene3bl: quddy3HbIe n3Me-
HEHUS IUTOBUIHOM JKEJIE3bl.

CyTtouHoe MonHuTOpUpoBaHue AJl: MOHMTO-
pUpOBaHUE MPOBOIUIOCH C XOPOIIEH MEPEHOCHU-
MOCTBIO KaK B JHEBHBIC, TAK U B HOUYHBIC YAaCHI.
Brinmonneno Bcero 69 usMepeHuii, 3 HUX ycreul-
HBIX 57. Cpennme 3HadeHus AJl mHeM cocTaBu-
mu 158/93 MM pr.cT. (NMOBBIMIEHHBIE), HOYBID —
144/83 mwm pr.ct. (nossiiennsie). Cpeanss YCC
JHeM — 77 B MHUHYTY, HOYbO — 72 B MUHYTY
(HopMmokapus). MHaekc BpeMeHU 3a CyTKH I10

3MU30/1aM TUIIEPTOHUN: cuctonnyeckuit — 100%,
JuacTolndeckuii — 96,5%. MakcuMallbHOE 3Ha-
yenue AJ] guem 170/106 MM pT.CcT., HOYBIO —
157/98 MM pr.cT. MuaumanpHble 3HaYeHUS AJl
naeM 131/72 mm pr.cT., HOUbt0 — 134/71 MM pPT.CT.
Crenens camwkenns AJl B Hounoe Bpemsi: CAJ] —
9%, Hemocrarounas (nondipper); A — 10%,
noctarounas (dipper). BemuuwmHa u ckopocTh
yTpeHHero nogbema A/l B mpeaenax HOPMBI.

Peosnnedanorpadusi: B 6acceline BHyTpeHHEH
COHHOU apTepuUu IPaBOCTOPOHHSIS ACUMMETPHS
KPOBEHAIOJIHEHUS; TOHYC COCYIOB W BEHO3HBIN
OTTOK B HOpMe. B OacceiiHe mo3BOHOUHOM apTe-
pUU KPOBEHAIIOIHEHHE CHU)KEHO (JIeTKasi TUITOBO-
JgeMust ¢ 00eHX CTOPOH); TOHYC COCYAOB M BEHO3-
HBII OTTOK HE HAPYIICHBI.

Pentrenorpadus opraHoB T'pyJHOW KIIETKH: B
NPsIMOM MPOEKIUU YHKOBEPTEOpPAIbHBIC BO3BBI-
meHust 3aocTpeHsl. [Ipu crudanmm cmenienne B
cermenrax C~C, no 3,0 mm knepeau. Ilpu pas-
rubanun cmemenue B cermenrax C-C, 3,9 mm
k3aau. HeOonbmue 3aH1e KpaeBbie pa3pacTaHusl.
HecrabunpHOCTB IEHHOTO OT/I€1a TO3BOHOYHUKA.
XOHZIpO3.

Koncynpranus HeBposiora — 1edanrus Harpsi-
KEHUSI.

Koncynpranus JIOP-Bpaua — mnaTonoruu He
BBISIBJICHO.
Koncynpranmust okyaucra — cpeabl Mpo3pau-

HBI, TJIa3HOE JTHO B HOPME; apTEPHH CY’KEHBI, BEHBI
HOpMaJIFHOTO Kamuopa.

Koncynpranusi IeTcKoro ruHekojora — Tep-
BHUYHasA JUCMCHOPE:, BYHLBOBaFI/IHaJIBHLIfl KaH-
03,

OHJIOKPUHOJIOT — ayTOMMMYHHBIH THPEOUIUT,
runeprpoduaeckas Gopma, SyTHPEO3.

B otnenenun peOeHOK Moyyaln JIeUeHUE: dHa-
nanpui (7,5 Mr yTpoMm u 5 MT BedepoM), (heHuoyT,
MarHeJmc, MEKCHIIPUM.

Ha ¢one neuenns nokazarenu AJl B otnene-
Hun 120/70—130/90 mm pr.cT.

Knuanyecknii nuarnos: HexkoMmakTHBIM MHO-
kapn neBoro skemymouka, CH 0. AprepuambHas
TUNIEPTEH3HS. AYyTOUMMYHHBIA TUPEOUIHT, THUIIEP-
Tpoduueckas dhopma, syTupeo3. HectabuimbHOCTH
IIeHHOTO OT/IeNa MO3BOHOUHUKA. [lepBudHas nuc-
MCHOPEA, BYHBBOBaFHHaHLHBIﬁ KaHaAua103.

BbIBObl

OCOo0OCHHOCTh MTaHHOTO KIWHUYECKOTO CIIy-
yast — BeisiBieHne HMJDK npu oOcnenoBanuu pe-
OeHKa 1o MOBOAY apTepuaIbHON TunepreH3uu. Ha
MOMEHT 00CJIeJOBaHUs KIMHUYECKUX CUMIITOMOB,
XapakTepHBIX A KapJUOMHUOIaTHH, OOHapyxe-
HO He Obw10. OTAroLICHHBIN ceMelHbI aHaMHe3
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(cMepTh Marepu OT CeplIeYHO-COCYIHUCTON MaTo-
JIOTUM) TO3BOJISIET MPENIOIOKUTh CEMEHHBIN Xa-
pakTep 3aboneBanns. PeOcHOK Hy»XTaeTcs B TeHe-
THYECKOM O0CIeI0BaHUH, MPOBEACHUU AMHAMU-
YEeCKOTr0 HaOIONEHMS, TPOPUIAKTHKE CEePIEUHOM
HEJI0CTaTOYHOCTH, JU3PUTMHUN U TPOoMO03IMOO0IH-
YECKUX OCJIOXKHEHHUH.
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