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Pestome

[AvnarHoctuka n gudpdepeHuymnanbHas AnarHocTUKa aMmnaon03a cepaua v runepTpodpuyecKoin KapAvoMmnonaTum B paje Clyvaes 3aTPyAHUTENbHA,
4TO NOATBEPHAAETCA NPe/ACTaBAAEMbIM KIMHNYECKUM HabtogeHneM. MauneHT A., 67 net, c 59 neT B TeyeHue 7 NneT CTpajan apTepuanbHon ru-
NepTOHMEN C MaKCMMabHbIMU LUppaMm apTepuanbHoro gasneHus 170/100 Mm pT. cT., noayyan aHTUrunepTeHsusHyto Tepanumio. C ausapsa 2018 r.
(c 65 net), Ha poHe camMonNpon3BO/bHON CTabUAM3aLMM P apTepUabHOrO AaBNEHUA CTana 6eCNOKOUTb OAbILLKA MPU MOAbEME HA BTOPOIi 3TaX,
noAbeMe TAXECTEN, yAylllbe B HOYHbIE YacCkl, OTEKM rO/IeHeA, CTOM, B CBA3M C KOTOPLIMM 06paTuAcA K Bpady. Mpu 06cie0BaHNM Ha 31eKTPOKapAM-
OrpaMMe OTMeYeH HWU3KMIN BO/IbTaX KOMMNEKCOB QRS B 0OTBeA@HMAX OT KOHEYHOCTE, OTCYTCTBME HAapacTaHuna aMnanTyabl 3ybuar e V, .. Mpu axo-
KapAvorpaduu BbIABIEHO YTO/ILLEHNE MEXOKENY/I04KOBOM NEePeropoAKM 1 3aAHel CTEHKM 1eBOro xeyAouKa 40 1,9 cM 6e3 06CTpyKLUM BbIXOAHOMO
OT/leNa 1eBOT 0 Xe/lyA04Ka, PECTPUKTMBHbLIM TUMOM AMacTOIMYECKON ANCPYHKLIMK, unaTaumnsa 1IeBOro M NPaBoro NpeAcepAnii, yMepeHHasn neroyHas
runepTeH3mna, yMepeHHOe KOJIMYEeCTBO XUAKOCTY B MONOCTU NepuKapaa. [1pu MarHMTHoO—-pe3oHaHCHOM ToMorpadum cepala BbifB/leHa KapTUHa, TU-
nuYHas Ana aMunonaosa cepaua: AndeysHoe cybsHA0KapAnanbHOe KOHTPACTUPOBaHMe MUOKap/Aa 060MX XeNy04KOB MPU OTCYTCTBUM HapyLue-
HUA JIOKa/IbHOM COKPaTUMOCTK, yBe/IMYeHMe TONLMHBI MUOKap/a BO BCeX CerMeHTax, rnaponepukapa. Mpy 61Moncum Koxm 1 NoAKOMHO-UPOBOIA
KNIeTHaTKM C OKpacKoi KOHro KpacHbIM 1 MOAAPU3aLMOHHON MUKPOCKOMMEN aMUNONAHBIX OT/IOXEHWIA He BbiAB/EHO. [1pu reHeTUYeCcKOM Uccneso-
BaHWW MyTaLWii B reHe TPaHCTUPETUHA, OTBETCTBEHHbIX 3@ TPAHCTUPETUHOBBIV aMunonaos (ATTR-amMnaonA03), He BbisiBaeHO. [Py CeKBEHUPOBaHWK
10 reHoB, KOAMPYIOLLMX CAPKOMEPHble 6e/KN MUOKapAa, B reHe MYBPC3 BbissneHa MyTauus ¢.3197C> G (p.Pro1066Arg) B reTepo3uroTHOM CoCTo-
AHWK, paHee OMMCaHHaA y NaLMeHTOB C rMnepTpodrYeCcKon KapanoMmMonaTren CNaBAHCKOro NPONCXoXaeHnA. KackaHbln CeMeliHbI CKPUHUHT Ha
HOCUTENbCTBO MyTalLMK He NPOBOAW/ICA B CBA3M C TeM, YTO OTLa NaLMEeHT He 3Ha/l, MaTb yMep/ia B BO3pacTe 75 /1eT OT cep/leHHOii HeJ0CTaTOYHOCTH,
€ANHCTBEHHbIW CbIH CKOHYa/ICA OT HECYACTHOrO C/1yyas 3a Mo/roAa Ao obpalieHns nauueHTa 3a BpayebHol nomolybio. 15.02.2019 r. naymeHT nepe-
HEC 0CTaHOBKY KpPOBOO6paLLeHNA C yCMelHbIMY peaHUMaLMOHHbIMU MeponpuATMAMK. C Lie/Iblo BTOPUYHOW NPOPUAAKTUKM BHE3aMHOW CepAeyHoi
cMepTyn 22.02.2019r. npoBeseHa UMNNaHTaLMA OHOKaMepHOro KapAnosepTepa—ge¢unbpunnatopa. HecMoTpsa Ha NpoOBOAMMYIO Tepanuio, NaLuneHT
cKkoHyanca B MapTe 2019r. oT nporpeccupytolei cepaeyHoli HeJ0CTaTOYHOCTU. B npeAcTaBI@HHOM KMHNYECKOM C/lyYae onMcaH AnarHoCTUYeCcKuii
MOWCK, B KOTOPOM NpU MarHWTHO-Pe30HaHCHOV ToMorpadun 3anoA03peHa aMUIoMAHAA KapAMOMMONaTHsA, He Noy4MBLIasa MOPPOIOrMYeCKOro noa-
TBEpX/JeHNs B 6MonTaTax BHeCep/eYHON NI0KaNMN3aLMM, HO Ha OCHOBAHWUU KAVHUKO-UHCTPYMEHTA/IbHBIX Y MO/IEKYIAPHO-TeHETUHECKUX MeTO/0B
6bis1a NOATBEPKAEHA rMNEPTPOdUYECKan KapAroMmuonaTus, obycnoeneHHas Mytaymeit ¢.3197C>G (p.Pro1066Arg) B reHe MYBPC3. KapTuHa, Xxapak-
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TepHas 4N1A aMUI0NA03a CepALa, ONMncaHHas y nalueHTa Npyu UHCTPYMEHTa/IbHbIX MeToAax 06C/efl0BaHMA, MOXET 6biTb 06YC/0BNEHA HapYLLEHEM
npoLeccoB ayTodparmu, paHee ONMCaHHbIX MpY page MyTauuii B reHe MYBPC3, 4TO MOXET NPUBOANUTL K HAKOM/IEHWIO aMUIOUA0MOA06GHBIX BK/IOYE-
HUIA B KapAnoMuoumuTax. ins auddepeHumnanbHON AMAarHOCTUKM KapAMOMUONATUIA B CIOXKHbIX CIyHanX MOXET Tpe6oBaTbCA IHAOMUOKapAMabHas
6moncuma. He nckntoueHa BO3MOXHOCTb COCYLECTBOBAHMA FeHEeTUYECKU 06YCI0BIEHHOW rMnepTpodUUECKOl KapAMOMUONaTUMN M aMUIOUAHOTO Mo-
pa)keHus cepaua.

KnroueBbie c/10Ba: amunoudos cepdya, amunoudHas kapduomuonamus, 2unepmpoguyeckas kapouomuonamus, mymayus MYBPC3, mpaHcmupe-
MUuH, npozpeccupyrowas cepoeyHas HedoCMamoyHoCMb
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Abstract

Diagnosis and differential diagnosis of cardiac amyloidosis and hypertrophic cardiomyopathy is difficult in some cases, which is confirmed by the
presented clinical observation. The patient A., 67 years old, from the age of 59 for 7 years suffered from arterial hypertension with a maximum blood
pressure of 170/100 mmHg, received hypotensive therapy. Myocardial infarction, a history of stroke denies. Since January 2018, at the age of 65,
against the background of spontaneous stabilization of blood pressure figures, shortness of breath when climbing to the 2nd floor, lifting weights,
suffocation at night, swelling of the shins, feet, in connection with which | turned to a doctor. When examined on an electrocardiogram, a low voltage
of QRS complexes in the leads from the extremities was noted, there was no increase in the amplitude of the r wave in V1-3. Echocardiography
revealed a thickening of the interventricular septum and the posterior wall of the left ventricle up to 1.9 cm without obstruction of the outlet of the
left ventricle, restrictive type of diastolic dysfunction, dilation of the left and right atria, moderate pulmonary hypertension, moderate amount of fluid
in the pericardial cavity. Magnetic resonance imaging of the heart revealed a pattern typical of cardiac amyloidosis: diffuse subendocardial contrast of
the myocardium of both ventricles in the absence of local contractility disorders, increased myocardial thickness in all segments, hydropericardium.
Biopsy of the skin and subcutaneous fat with Congo red staining and polarization microscopy revealed no amyloid deposits. No mutations in the
transthyretin gene responsible for transthyretin amyloidosis (ATTR-amyloidosis) were detected during the genetic study. Sequencing of 10 genes
encoding myocardial sarcomeric proteins in the MYBPC3 gene revealed a mutation ¢.3197C >G (p.Pro1066Arg) in a heterozygous state, previously
described in patients with hypertrophic cardiomyopathy of Slavic origin. Cascade family screening for the mutation was not carried out due to the
fact that the patient did not know the father, the mother died at the age of 75 from heart failure, the only son died from an accident six months
before the patient's treatment. On 15.02.2019, the patient suffered a circulatory arrest with successful resuscitation measures. For the purpose
of secondary prevention of sudden cardiac death, a single-chamber cardioverter-defibrillator was implanted on 22.02.2019. Despite the ongoing
therapy, the patient died in March 2019. from progressive heart failure. Thus, a clinical case is presented where magnetic resonance imaging suspected
amyloid cardiomyopathy, which did not receive morphological confirmation in biopsies of extra—cardiac localization. Hypertrophic cardiomyopathy
caused by mutation ¢.3197C >G (p.Pro1066Arg) in the MYBPC3 gene was confirmed on the basis of clinical and instrumental and molecular genetic
methods. The pattern characteristic of cardiac amyloidosis described in this patient with instrumental examination methods may be due to a violation
of autophagy processes previously described with a number of mutations in the MYBPC3 gene, which may lead to the accumulation of amyloid-like
inclusions in cardiomyocytes. For differential diagnosis of cardiomyopathies in complex cases, endomyocardial biopsy may be required. The possibility
of coexistence of genetically determined hypertrophic cardiomyopathy and amyloid heart disease is not excluded.

Key words: amyloidosis of the heart, amyloid cardiomyopathy, hypertrophic cardiomyopathy, MYBPC3 mutation, transthyretin, progressive heart
failure
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AT — aprepuanbHas runeprensus, AJl — aprepuanbHoe gaBneHne, BCC — BHe3anHas cepaedtast cMeptb, [KMII — runeprpodudeckas KapaunomMmo-
narus, [TDK — runeprpodust Muokapya nesoro sxenygouka, JKMIT — gunaranmonnas kapauomuonarust, 3CJDK — 3aHss cTeHKa 1€BOTO JKemyAo4Ka,
VIK]l — ummianTupyemsliit Kapguoseprep-aedubpumuisitop, KT — komnbrorepras tomorpadust, JDK — seBbiit sxenygodex, JIIT — neBoe npepcepaue,
MIKII — mexokenypodkoBast neperopogka, MK — murpansubii kinanan, MCKT — mynsrucnupanbHas KomibioTepHast Tomorpadust, MITIT — mexipes-
ceppHas neperopopka, MPT — marautHo-pesonancHas Tomorpadust, OTKMII — obcrpykrusHas runeprpodudeckas kapauomuonarus, OPIKT —
0tHO(OTOHHAsI IMUCCHOHHAsL KOMIIbIoTepHas Tomorpadust, IDK — mpasbiit xxenygouex, I1I1 — npaBoe npepcepaue, CIIJIA — cucronndeckoe JaBieHe
B jeroynoit aprepuu, CH — ceppeunas HegoctarouHocts, CHcOB — cepednast HeOCTaTOYHOCTD C COXpaHeHHOIT (pakuueit Boib6poca, @B JDK —
¢dpakuus BeiOpoca neBoro sxenypouka, XCH — xpoHudeckas cepiednast HefoctaTrogHocTb, YCC — vacTora ceppednnix cokpaernit, IKI' — snexrpo-
kappuorpamma, IxoKI' — axokappuorpadus, BNP — mosrosoit HaTpuityperndeckuit merntug, MYBPC3 — muosuncssisbiBatowuit 6enok C, NYHA —
Hpto-Vopkckas accounanus cepiua, ATTR — tpancrupernnosbrit amunonsios, wtATTR-KMIT — imkuit TUI TpaHCTUPETUHOBOI KapIMOMUONATII
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Beepenne

IuddepenimanbHas AMarHoCTUKa [IEPBUYHON THUIIEp-
tpoduyeckoit kapguommonarnu (I'KMII) u ee peHoKOmMIL,
B TOM YNCIIe aMUJIOMJ03a CepAlia, 3a4acTyl0 3aTPyIHEHa,
TaK Kak 06a 3a00/1eBaHNUsI COIPOBOXK/JAIOTCS CXOIHOI KN~
HIYECKOV CUMMIITOMATMKOM M KapTMHOW IIPY BU3Ya/IN3U-
pyoLX MeTofax uccnefoanusa. Oba 3a00/eBaHNs MOTYT
IIpOTeKaTb 6ECCHMITOMHO B TeYeHIe JINTe/IbHOTO BpeMe-
HM WIN IPOSIBIATBCA HEYKIOHHBIM IPOTPECCHpPOBaHUEM
Cep/IeYHOI HelOCTATOYHOCTH, HAPYIIEHSIMI PUTMA U/ WIIN
HPOBOAUMOCTH, B psifie CIyd4aeB IPUBOAAT K BHE3AITHOI
cepaeunoi cvepru (BCC) [1].

I'mneprpodudeckasn
KapAMOMUOIIATU A

B ocnose passutusa ['KMII Hanbornee gacto mexar mna-
TOT€HHble BapMAHThI B '€HAX, KOAVPYIOINX COKPATUTEb-
Hble Genku capkomepa — muo3ud (MYH7), Muosus-cBs-
spiBatouuit 6enok C (MYBPC3), axtun (ACTC), TpononnH
(TNNI3, TNNT2, TNNC). YcTaHOBIEHO, 4TO MYTal[uK
B reHe MYBPC3 sBnsoTcs Hambomee 4acToll MpUYMHOIN
I'KMII, Ha uX OO MPUXOLUTCA OKOJIO IIOJIOBUHBI BBISIB-
JICHHBIX MyTanuii [2].

CornacHo [aHHBIM 3MUAEMMONIOIMYECKUX MCCIENOoBa-
Huit, pacupoctpanenHocTb 'KMIT cocrasmser 1:500 B 06-
Iell TOMyNALMY, B PasHBIX BO3PACTHBIX KOIOpTax Ba-
poupyer ot 1:500 mo 1:200 [1]. ITpu npumenenun 6omee
YyYBCTBUTE/IbHBIX METOJOB BU3yanusanyy (MarHUTHO-pe-
sonaHcHast (MPT), xommbrotepHass tomorpadus (KT))
u 6ojiee MVPOKOM MCIIO/Ib30BAHUM T'€HETUYECKOTO TeCTHU-
pOBaHMA M KAaCKafIHOTO CKPMHUMHTA [ POACTBEHHMKOB
MepBOIl TMHUU POAiCTBA pacnpocTpaneHHocTh ['KMII fo-
cruraert 0,6 % (1:167) [1, 2].

Kpurepnem puarnoctuku I'KMII y B3pocnpix AB-
NdgeTcA YTONMIIeHMe CTEeHKU jeBoro xemypmouka (JIDK)
B offHOM mn 6Gojee cermeHtax =15 MM (ompepensiemoe
M0OBIM BU3YaIM3MPYOIM METOLOM — 3XOKapfuorpa-
¢ueit (9xoKI'), MPT wumu KT), koTopas He 06bscHseT-
CSl MICKTIOYNTENbHO YBEIMYEHNEM HArPY3K! JaB/I€HNEM.
Y PpOACTBEHHMKOB IpobaHAa KpUTEpUEeM NUATHOCTUKIU
I'KMII saBnsercsa tonmubHa crenku JUK, paBHas 13 MM
[3, 4]. Hajmume pimTenbHOrO aHaMHe3a apTepuaIbHON
runeprensun (AI) tpebyer mpoBemenus puddepenu-
anmpHoro amarxHosa I'KMII ¢ runeprpodumeit mmoxappa
JDK (I'JDX) Ha ¢oHe MOBbILIEHMsT apTEPUANTBHOTO [aBJIe-
Hust (AJl). TKMII gnutenbHOe BpeMsi CYMTAIACh AMArHO-
30M MCKIIOYeHN:, HenpuemieMbiM npu Al B aHamHese.
ITpu TKMII yronmenue creHkun mmoxappa JIDK He 06-
yC/IOB/IeHa Harpyskoit mabneHreM. AI' compoBoxxjaeTcs
nospinienneM nocruarpysku. IJIDK nmeer mecro y 68 %
nauyenToB Al [l runmeproHndeckort 60ne3Hn Ha paH-
HUX 3TAIaX PeMOAEMMPOBAHIS MOXET OBITh XapaKTepHa
HekoTopas acummetpuyHas [JDK, Ha 6onee mosguux cra-
mussx — cuMmMmerpuyHas [JIDK. Bce ocHOBHBIE TUIIBI peMO-
memuposanus JUK moryT umers mecto npu Al Hanbornee
He6/aronpuATHBIMA B IUIaHE CepAeYHO—COCYANCTHIX OC-
JIOXKHEHMIT SABJIATCA KOHLIEHTPIYECKas U 9KCIeHTpude-
ckas ['TDK [5-7].

ITo coBpeMeHHBIM NPEACTABIEHNUAM, HYXXHO YUUTHI-
BaTb BepoATHOCTb HamnuusA ['KMII y manmenTos ¢ AT npn
HaJINYYM OJHOTO 1 O0jIee U3 CIeNYIOMNX KPUTEPUEB:

1. ykasanue Ha cemelnblit aHamHes ['KMII umu BCC
B MOJIOJIOM BO3PaCTe y POCTBEHHMKOB II€PBO TMHUNI
POACTBA, 4TO TpeOyeT IPOBefEeH TeHEeTIYeCKOTO aHa-
nmn3a i ycraHoBaeHus atuonorun IJDK;

2. HeCOOTBEeTCTBME MeXAy BbipakeHHOCTbIO [TDK (Mak-
CUMaJibHas TOJIIMHA CTEHOK =15 MM) M HEZABHO BO3-
HUKIIe! jerkoit m ymepeHHoit AI mpu amexkBaTHOI
IPUBEP>KEHHOCTH ITAI[eHTa TepaIui, a TAaKKe OTCYT-
CTBUe APYIMX HPUUMH, CIOCOOHBIX BBI3BATh IOA06-
Hylo cTeneHb I[JIJK. Bo3MOXXHBIM [AMarHOCTUYECKUM
kputepreMm I'KMII npu comytcrsytomeit Al siBisgercs
tommuHa Myokapga JDK >20 mm; TonmyHa Muoxapaa
15-20 MM IIpefiCTaBIIsIeT «CepyIo 30HY» [3, 8, 9].
T'KMIT Mo>xeT 6bITh OfHVM 13 IIPOSIB/ICHIIT HEKOTOPBIX

MeTabOMIeCKIX Y HeJPOMBIIIeYHbIX 3a00/IeBaHNIL, @ TaK-

xe curgpomos Hynan u LEOPARD [10].

CranoButcsi Bce 6ormee OYEBUIHBIM PYTHHHOE IIPU-
MEHEHME TEHETUYECKOrO TEeCTMPOBAHNUA Yy IIALMEHTOB
¢ T'KMII, pecrpuxruBHOi Kappuomuomnarueir (PKMII),
BoIpakeHHol [TDK, Tak kak paHHee yCTaHOB/IEHNE JUATHO-
3a I CBOEBPEMEHHOE HavyajIo CIenduyecKoil Tepanmumn AB-
JITIOTCsT peramyMy (GaKTopami, KOTOpPble MOTYT M3Me-
HUTb TedeHMe PsJia PefIKO BCTpedaeMbIx 3abonesanuii [11].

I'KMII xapakTepusyeTcs MHOXXeCTBOM BapMaHTOB KIIN-
HIYECKUX IposiBeHuit (tabm. 1).

Jledenne I'KMII BkIIO4aeT MeAMKaMEHTO3HYIO Tepa-
IO, SHJ0BACKY/IIPHbIE BMEIIATENbCTBA, XMPYPTUIECKIe
U HeXMPYPrudecKue MeTOAbl PefyKLUUM IMHIepTpopupo-
BaHHOJI MeXOKenyRoukoBoit neperopopku (MIKII), mexa-
HIYECKYI0 TOAJEPKKY KPOBOOOpAIeHNs], TPAHCIIAHTA-
M0 CepALa.

Opnoit n3 dhenokormit TKMIT MokeT SIBISATHCS aMUTIO-
U103 Cep/ilia MM aMWIONTHAs KapAMOMMOIIAT.

AMI/I]\OI/IAHa}I KapATOMHUOIIAT A

CucreMHBIE aMIION03BI — 9TO TPYIIIa MHOUIBTPA-
TUBHBIX 3a00/IE€BAHMII, XaPAKTEPUSYIOLINXCS BHEK/IETOY-
HBIM OT/IOKEHIEM B TKaHsAX Oenka amumouna. OTioxkeHne
9TUX GENKOB MOYKET MPOMUCXONUTD TPAKTUIECKU B JIHO-
60oM opraHe M TKaHWM, BK/IIOYas Cepylie, [TOYKY, II€YEHb,
ABTOHOMHYIO HEPBHYIO CUCTeMy, Hapyllas HOpPMalbHOe
¢yuxyuonnposanne. ITopakeHne cepaua XapaKTepusy-
eTcs1 MHQUIbTpaLyell MIOKapa aMUWIOUAOM U SIBJISIETCS
OCHOBHBIM (DAKTOPOM, OIPENE/ISIIOLIVIM IIPOTHO3 MIPU CH-
CTeMHBIX ammIonposdax. OTIOXKeHNe aMUIOMAA BOKPYT
KapAMOMMOLMTOB HPUBOAUT K YBEINYEHMIO TOJILIVHBI
MIOKap/a, CUCTOMNYECKOI/AMACTOMNIECKO  AUCYHK-
VM, apUTMUAM, HapylleHMAM nposogyumocty [1]. Hanm-
6onee crneuuduuna auddysHas nceBgorunepTpodis
C PEeCTPUKIIEN U CHIDKeHMeM (Gpakiuy BbIOpoca 1eBOro
xenygouka (OB JDK), Ho 6e3 gumatanuu JUK. Ha cerop-
HSAIIHWIT JIEHb BbISIB/IEHO [IEBATH GETKOB-TIPEIIIECTBEHHN -
KOB, KOTOPBI€ BBI3BIBAIOT aMIIONI03 CEP/LIa: JIETKHE I
MMMYHOITOOYIMHOB (Haie Bcero nambpa (A)-AL-amuio-
UJ103), TsKeNble Lelu UMMYHOrnoo6ynnHos (AH-amumon-
mo3), rparcTrpetu (ATTR-amumonsos), coIBOPOTOYHBIN
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Tabnuua 1. Knunuueckue sapuanmot mevenus TKMIT [3]

Bapuanr

| Onucanne

BCC

BeccumntomHoe TeyeHme

Cumnromuoe ctabunbHoe (Ha poHe
MeJVIKaMEHTO3HOIT TepaTin)
B06pOKAYECTBEHHOE TeYeHUEe

CuMIITOMHOE OC/TO)KHEHHOE TeueHNne
T'KMII xapakrepusyeTcs

Cumnromuoe Teuenne ['KMII
C HeraTMBHBIM PeMOJie/IIPOBaHIIEM

MosxeT oTMeuarbca npu mr06om BapuanTe Tedenys [KMIL, B Tom uncie 6e3 mpepecTByomei
CUMIITOMATUKY (Hanbosiee YacTO BCTPEYaeTCs y MOJIOAbIX MAlMEeHTOB < 35 JIeT, BK/II04as CIIOPTCMEHOB).

BcrpedaeTcst y manmeHTOB ¢ MCXORHO HeoOcTpyKTiBHOI popmoit TKMII (Hebonbiuas creneHb
runepTpodun Muokappa, 6es conyrcrayrouyx anomanuit MK). IIpogomKuTenbHOCTD XU3HNU Y 9TUX
HAI[eHTOB KaK B 0011l mommyasauun — 75 et u 6ornee.

1. y marueHToB ¢ MCXOIHO HeobCcTpyKTHBHOI popmoit TKMIT;
2. mpu OT'KMII ¢ zebonpioii crenenpio o6ctpykunu BTIDK.

1. pubpunnsALmeit mpegcepauii — MapoOKCU3MaIbHOI, IePCUCTUPYIOILEI MU IIOCTOSHHOI,
aCCONMMPOBAHHOI C CepAIeYHOI HEeJOCTATOYHOCTDIO Pa3/IYHON CTENEHN BhIPa)KeHHOCTH

U HOBBIIIEHHBIM PUCKOM TPOMO03MOOINYECKIX OCTIOKHEH NI, BK/TI0Ya A MHCYIbT;

2. XCH (oppIiKa, oTeKn, cnabocThb, yTOMIAEMOCTD, cepfliebuenne) ¢ Hapactauuem o III-1V OK
(NYHA) npu coxpaHeHHOIT cuctonndeckoit pyukimm JIK;

3. CMH/IPOMOM CTE@HOKAapJNN, B TOM YUC/Ie C ATUIIMYHBIM G6O/IEBBIM CHHIPOMOM, 171 6e360/1eBoit
nimemueit Muoxapya. Mimemus muoxappaa npu KMII MmoxeT npuBoguthb K passutuio VIM 2 tuma.

1. «<KoneuHas cTaus»: fanbHeiilee nporpeccuposanue Apnennit XCH, cBA3aHHOI C HETAaTUBHBIM
peMofieNIpOBaHIeM I BbIPaXKeHHOI CUCTOINYECKON 1/munu fuacronndeckoit gucdynkimeir JHK.

2. PasButue BepxyeuHoit aneBpusmbl JIXK — yronuiennsiit Muoxapy cpepgueit vactu JIK npusogut
K obmuTeparuy nmonoctu (pesknit Bapuant Tedenns I'KMII), B pesynbrate KamMepa OKasblBaeTCA
pasje/IeHHOI Ha 2 YacTH, YTO IPUBOAUT K pOpMUpPOBaHMIO PyOlia BepXYIIKY BCIECTBIE TUAPOYAapa.

IIpumeuanme: BCC — BHesanHas ceppeunas cmeptsb, BTJIK — BerHOCAIIMIT TPAaKT 1€BOTO Kemynouka, UM — nndapkT Muoxapaa, MK — MuTpanbHblii K1anas,
OTKMII — o6crpykTuBHas runeprpoduueckas kapguomuonarus, PK — dynximonanpupiit kmacc, NYHA — Hpio-Vopkckas acconuanus cepiiia,
XCH — xpoHndeckas cepfiedHas HeJ[0CTaTOYHOCTD

Table 1. Clinical variants of the course of HCM [3]

Variant

| Description

Sudden cardiac death

Asymptomatic course

Symptomatic stable (against the back-
ground of drug therapy) benign course

Symptomatic complicated course of
HCM manifests itself

Symptomatic course with negative
remodeling

Can occur with any variant of the course of HCM, including without previous symptoms (most often
occurs in young patients < 35 years old, including athletes).

Occurs in patients with an initially non — obstructive form of HCM (a small degree of myocardial
hypertrophy, without concomitant MV abnormalities). The life expectancy of these patients as in
the general population is 75 years or more.

1. in patients with an initially non-obstructive form of HCM
2. with HOCM with a small degree of obstruction of LVOT.

1. atrial fibrillation — paroxysmal, persistent or permanent (from 25 to 30 %), associated with heart
failure of varying severity and an increased risk of thromboembolic complications, including stroke

2. CHF — the appearance of shortness of breath, weakness, fatigue, palpitations. An increase in the
severity of CHF to ¢ III-IV FC (NYHA with preserved LV systolic function

3. angina syndrome (including atypical pain syndrome) or pain-free ischemia. Myocardial ischemia in
HCMP can develop type 2 MI.

1. “Final stage™ further progression of the phenomena of chronic heart failure associated with negative
remodeling and pronounced systolic and/or diastolic LV dysfunction.

2. Development of apical LV aneurysm — LV cavity obliteration by thickened myocardium in the middle
part divided the chamber into 2 compartments with apical LV scar formation due to hydrodynamic lesion
(a rare variant of the course of HCM).

Note: CHF — chronic heart failure, FC — functional classes, HCM — hypertrophic obstructive cardiomyopathy, HOCM — hypertrophic obstructive cardiomyopathy,
MV — mitral valve, LVOT — left ventricular outflow tract, MI-myocardial infarction, NYHA — New York Heart Association, SCD — sudden cardiac death

ammmong A (AA-amMmionso3), MyTaHTHbI aIlONMUIIONPO-
tema A I (AApoA I-ammmonpos), B,—muxporno6ynuu
A (B2M-amunonpos), «gukuit» Tpancruperns (ATTRwt—
aMMIONH03), MyTaHTHBIN TpaHcTupetuH (ATTRm-amn-

JIOUJI03),

NPECEPAHBI  HATPUIYPETUYECKMIA  TIEITH],

(AANF-amunonnos) [6].

Ceppue uame Bcero nopaxaercs npu AL- , ATTR-

AA- tumax amunoupgosa [4].

KnnHnueckumMy MackaMm aMMIONA03a Cepflia MOTYT

ABNIATbCA:

1.

PKMII — cumraeTcs KIMacCU4ecKuM MpOsIBIEHNEM aMI-
JIOM032a Cepplla, YTO CBA3aHO ¢ Audpy3HOI NHOUIb-
Tpaumer MIoKapia aMyIONAHbIMI Maccamu. ITpnsna-
ku PKMII: HapynieHne 11acTosbl 10 peCTPUKTUBHOMY

TUILY, AVIaTalyA Ipefcepanii. Y NaneHToB co BpeMe-
HeM HapacTaeT ncesporuneprpodus JDK, uro ormmya-
eT aMIIoMI03 oT uanornarmdeckon PKMIT.

I'KMII — saBnseTcs He MeHee TUIIMYHBIM NIPOSBIIEHNEM
aMMIONJI03a CepAlLa U MOXKeT IOTHOCTbI0 MMUTUPO-
Batb KapTuHy OT'KMII (BKmIOUas crcronmieckoe fBu-
XeH1e nepenHeit ctBopku MK).

Hunaraunonnas xappmommonatust (JJKMII) — B or-
nM4ye OT IPEebIAYIUX ABYX BApMAHTOB, COBEPIIEHHO
He TUIIMYHA /I aMuIongo3sa cepaua. [TpuanHoi op-
mupoBanust Kaptuasl [TKMII moxer 6bITh uiemumsi
MIOKapa BCIEACTBUE MOpPaXKEHMS MENTKUX apTepuii.
IIpepnonaraioT TaxXe BO3MOXXHOCTb COYeTAHMA UIVO-
matudeckon JKMII u amumongosa.
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4. CouyeraHyme NIpPU3HAKOB IMIepTpoduy, pecTPUKLIUU
¥ TSDKEJION CUCTONNYECKOI AUCHYHKIMI — TUIIMIHBIN
(heHOTHUII HA O3[HNX CTAVSIX AMIJION03a CeP/iLia.

5. JmTenbHO COXPAHAIIMECS MUHIMAIbHbIE CTPYKTYP-
HO-(yHKIMOHaIbHbIe VM3MeHeHus mpu OxoKI- ogna
113 BO3MOXKHBIX MaCOK aMIIonmosa [5].

Ilo manmeiMm HanmonanbHoro IlenTpa Amummonpmo-
3a (National Amyloidosis Centre), pacmpocTpaHeH-
HOCTb aMMIONI03a B BeMMKOOPUTAHMU COCTABIISET
0,8/100 000 Hacenenusi [7]. VI3BeCcTHO, YTO aMUIOUIO3
ABNAETCA HNPUYMHON 9% ciyyaeB AMAarHOCTUPOBAHHOI
I'KMII, npudeM 4acTOTa €ro YBeIMYMBAJICA C BO3PACTOM
pecnionpieHToB (0T 1% B BospacTe 40 — 49 nerT, 10 26 % —
B Bo3pacre crapiie 80 yer). [eHeTudeckme nccaegoBaHms
(BK/TIOYAsI ONpefesieHne MyTalMil B TeHe TPAaHCTUPeTHHA
(TTR)) RO/KHBL OBITH PACCMOTPEHBI Y BCEX IALMEHTOB
¢ ¢penorunom I'KMII [6].

JMarHocTuka aMumiIonjo3a ceppila ABIAETCA KOJIOC-
cajibHOU Ipo6OneMoil. HecBoeBpeMeHHasi AMarHOCTHKA
4acTo 00YC/IOB/IEHa MHOXXECTBOM HecIennpuIecKnx mpo-
ABnennit. CHeKTp KIMHNYECKUX CMMIITOMOB MOXKET Bapbu-
poBarb OT 6ECCUMIITOMHOTO TeYeHUs [0 TEPMUHATbHOI
cepmeunon HegoctarouHoctu (CH). Yame ormevarorcs
YCTa/lOCTD, OfbIIIKA ¥ OTEKM HIDKHUX KOHewyHocTell. He-
PENKO BO3HUKAIOT TOJIOBOKPY)XKEHIE, aHTMHO3HBIE 60N
3a IPYAMHOI, acuuT, 60/b B IpaBoM noppebepbe. CuHKO-
IaJIbHbIE SIM30MbI MOTYT OBITH OOYCIOB/ICHBI BereTaTUB-
HBIMI HAPYLUIEHNUsMY, CHIDKEHVMEM CepAevdHOro BhIOpoca
Ha (OHe IIIOXO0Jl CIHOCOOHOCTM CepHedYHO—COCYAUCTONM
CHCTEMBI YBEIMYNBATh JACTOTY CEPAI€YHBIX COKPAILIEHMUI
(UCC) m coCymmcTbIit TOHYC M, PeXe, YKeNTyFOIKOBBIMU
aApUTMMSIMM WU UX KoMOuHarmeit [8].

AMutongHass Kap{UOMMOIIATIS MOXET OBITh [JUArHO-
CTMPOBaHA HEIMOCPEACTBEHHO C ITOMOIIBI0 OMOICUI MUO-
Kapja min KOCBEHHO C MTOMOIIbI0 9XOKapAnorpadudecKkon
win MPT-xkapTuHbI TOpaXkeHUs cepplia Ipy HaJIu4nu Tu-
CTOJIOTMYECKOTO MOATBEPKAEeHNA aMUTIONI03a BHeCepied-
HOII JIOKammM3anuy. VIsMeHeHNs Ha 97IeKTPOKapAuorpaMme
(SKT) u cepmeunble 6MOMapKepbl MOTYT MOATBEP)KIATb
HOpaXKeHJe CepALld, HO He SBIAITCA CrelnUYHBIMIAL
Y 90 % manuenToB ¢ amunonnosoM Ha IDKI' BeIABIAIOTCH
oTK/IoHeHMs. Hepegko HecMOTps Ha yTOJIIeHME CTeH-
ku JIJK npm Bu3yanmsupyommx MeTofaX MCCIefOBaHMts,
cHIDKaeTcs: Boibrax 3y6roB SKI m3-sa unbmibTpannu
aMmIonfoM (Macc—BOZMBTaXHAs AMCCOLMAnys), YTO MO-
3BOJIACT 3aIOfO3PUTh MHOWIBTPALMIO, & He HEePBUYHYIO
I'KMII. Kaptnua nceBgonndapkra HivkHelt crerkn JDK
WIN IIePEerOpOROYHON 06/1acTy, XapaKTepyusyIoIascs Ha-
ymavieM Q-3yOLI0B B IBYX CMEXHBIX OTBEJCHVAX IIPU OT-
CYTCTBUM IPU3HAKOB CYOIIMKAPAMATbHON UIIEMIM TAK)Ke
moxet Habmoparbcs pu AL- n ATTR-amunonpose. 3a-
MOJO03PUTh aMIIoNA03 MOKHO nipu IxoKI. AMmnonn ot-
K/Ia/IbIBaeTCsA B MHTEPCTULIMM MMOKap/ia B BIJIE Y3€TKOBBIX
OTJIOXKEHMIT ¥ BETBAIMINXCA HUTE, YTO IPUBOANT K IIATHMN-
croMy (3epHuCTOMY) pUCYHKY. OfHAKO 9TOT IPK3HAK 0671a-
JaeT OYeHb HM3KOI YYBCTBUTENIBHOCTDIO 113—3a Bapuabernp-
HOCTY MHTEpIIpeTalnil pasnnyHbIMU Crienaauctamu [1].
IToMMMO MATHUCTOTO PUCYHKA, YKA3bIBaTh HAa aMUJIOUZ03
cepaua npu OxoKI' MoryT yBenmmueHue 000MX Ipefcepamit,
yronmenue creHok (1 JIK, u mpasoro xenynouka (ITK),

un Mexupenceppron (MIIIT) meperopopok), yromeHue
CTBOPOK K/TAIIAaHOB ¥ IIePUKAPAMAILHBII BBIIIOT.

MPT cepparia nmeet 607bII0€ 3HAYEHYE IS JUATHOCTH-
KI VHOWIBTPATUBHON IIATONOIMM cepila. B ommmume ot
9x0KT, pesynbrarel MPT He 3aBUCAT OT aKyCTUYECKOTO OKHA
[1]. Vi306paxkeHust ¢ OTCPOYEHHBIM KOHTPACTHPOBAHIEM
MOKa3bIBAIOT XapakTepHoe nuddysHoe CyOIHIOKAPAUAID-
HOe HaKOIUIEHNe TaJJO/IMHIEBOr0 KOHTPACTHOTO IIperapara,
OT/IMYAIOIIee aMIION03 CepAlia OT APYTMX KapANOMMOIIa-
THiL. B COBOKYITHOCTM OOIIeIIPUHATBIE METOBI MEIOT TOY-
HOCTb 97 % /151 [MarHOCTUKY aMmIonfiosa cepana [1, 3].

g OUAarHOCTMKM aMWIOMIHOW KapAMOMMOIIATUN
PEKOMEeHJIOBAHO IIPOBeJieHNe IIIAHAPHOI AJePHOI CIMH-
Turpaduy COBMECTHO C OFHOMOTOHHON SMUCCHOHHON
koMnbioTepHoit Tomorpaduert (ODPIKT). annoe uccre-
IOBaHue [I03BOJIAET C BBICOKOII YYBCTBUTENIBHOCTLIO (99 %)
orauddepeHIPOBaTh AMUIIONA03 OT MATOMIOTUM CePALA
apyroii aTnonoruu [7, 9].

CKpMHVHT Ha Ha/ln4yie aMIIOMTHON KapAXOMIOIIATIIN,
B T.4. TPAaHCTMPETUHOBOIL, O/DKEH IIPOBOAUTCS Y BCeX I1a-
nyenTos ¢ 'MKII nocre 50 seT. 9T0 MOXeT IOBBICUTD 3¢-
(eKTMBHOCTD paHHEeIT AMAaTHOCTUKY, YTO MIMeeT pellaloliee
3HadeHue 171 9P PeKTUBHOTO edeH st 3a60IeBaHms, Ipu
KOTOPOM 3afiep)KKa [JMAarHOCTMKY ¥ YCTaHOBJIEHMS IIpa-
BIJIbHOTO [IMaTHO3a BCE ellle M3MEePAETCA NeCATUIeTUAMI
(1, 6].

I ycnemHoi pud¢epeHnanbHOll JUarHOCTUKY Te-
Hetudeckn obycmosnennoit I'KMII, ceppeunoit HemocTa-
TOoYHOCTBIO ¢ coxpaHeHHoit @B JDK (CHc®B) n ammnon-
Tosa paspaboTaH OHMaH KajbKyrAaTop EstimATTR mra
OLIeHKM BepOATHOCTY Ha/INYNA JYIKOTO TUIIA TPAHCTUPETH -
HoBolt Kapanomuonaruu (WtATTR-KMII) [12]. B gaHHbIi1
Ka/IbKY/IATOP BBOAATCS IaHHBIE ITAI[MEHTA, B T.4. Ha/lN4Me
CepievyHOl HeOCTaTOYHOCTH, IIONI, BO3PACT, KapAMaslb-
Hble (CHcOB; yBennuenne tommuusl creHky JIK; nossr-
IIeHNe YPOBHA KapAJMHAJIbHBIX MapKepoB (TpomoHuHa T,
I, mosroBoit Hatpuityperudeckuit mentupy (BNP), mpen-
IIECTBEHHNK MO3TOBOTO HAaTPMITyPeTHYeCKOTO IeNTuza
(NT-proBNP)); HapyuieHre CcepiedHOil IPOBOAUMOCTI
(B T.4. 61OKanbI HOXKEK Iy4YKa [¥ica); mpefcepaHbIe apuT-
muu (B T.4. TperneTanue n GuOpMIIs Ipefcepuii); me-
PMKap/MaIbHbI BBIIIOT) M BHEKApPAMANIbHbIe IPOSABICHNU
3ab0eBaHNs (KapIaIbHbI TYHHEIbHBI CUHIPOM; CTEHO3
HOSACHIUYHOTO OTZe/Ia IIO3BOHOYHOTO KaHAJIa; eTeHepaTuB-
Hoe 3a0o/eBaHMe I/IeYeBOTO, KOJIEHHOTO /Wy Tasobe-
IOPeHHOTO CYCTaBa; HETPAaBMATUMYECKNII Pa3pblB CYXOXKI-
7 GUIlenca/aXMIoBa CyXOXIINS WM XMPYPrudecKas
PEKOHCTPYKLMA B aHaMHe3e; IoJMHeliponaTus (Hepuabe-
TH4YecKas). 3HaueHue MHEKCa, IOTy4eHHOTO IIPK pacyere,
6onee 1 o3Hauaert, 4T0 BeposaTHOCTb WIATTR-KMII y na-
1ueHTa Bbie, yeM CH, BbI3BaHHAA APYTMMU IPUYMHAMIL
VIHpeKc HaCTOPOXXEHHOCT! MOKa3bIBaeT, HACKOIbKO Bepo-
ATHO Yy OT/IE/IbHOTO TMIIOTEeTUYECKOTro TAI[eHTa Haaudme
CH o6ycnosneno wtATTR-KMII o cpaBHeHNUO ¢ manu-
erToM ¢ HeamwronugHoit CH. CmoznennpoBaHHas BepoOAT-
HOCTb OTpa’kaeT BO3MOXKHOCTb Haymmuust CH, o6ycnosien-
Ho1t WtATTR-KMII cpepu o61rieit momy/siiny ManyueHToB
¢ CH. Tax>Ke 1141 BBIABIEHM aMIION/[033 PEKOMEHIOBAHO
IIPOBEfieHMe MCCIeOBaHMA Ha CBOOOIHBIE JIETKMe IIeny
MMMYHOITIOOY/INHOB 1AM6pa 1 Karma [7].
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PA3BBOP KAMHMYECKUX CAVIAEB

HecMmoTps Ha Bce BhIlIeNIepeYC/IEHHbIE HEMHBA3VIBHbIE
MeTOJIbl, 307I0TBIM CTAaHAAPTOM AMATHOCTUKY aMUIOUT03a
ABNIAETCA TUCTOJIOIMYECKOe IIOATBEPKJeHUE OTIOXKEeHU
ammIonsa npu okpacke KOHro KpacHBIM U BBIABICHNE Xa-
PaKTepHOTO 5167109HO—3€/IeHOr0 JBOJHOTO TydelperioMe-
HUA TIPY OJIAPU3ALVIOHHON MUKpOCKOIM. YyBCTBUTEND-
HOCTb SHIOMMOKapAnanpHoit 6uoncum gocturaer 100 %,
6MoIICHY ITOIKOXKHOI XXMPOBOJL K/IeTYaTKy — JNIIb 45 %
u 15 % mng HacnenctBeHHoro n gukoro AT TR-amummonmosa
COOTBETCTBEHHO. [Ipy MoATBep)KAeHNN aMIUTION A Heo6XO0-
RuMo ero Tunuposanue. InddepenunanbHyio puariocTu-
Ky HacrefgcTBeHHoro u aukoro ATTR-amumnonnosa nposo-
IAT C IIOMOIIBIO TEHETUYECKOTr0 TeCTUpoBanus [1, 9].

Tepamus m060ro THIIa aMIIONI03a AE/IUTCS Ha I1aTore-
HETMYeCKyIo (aHTMaMIIOUHYIO, HATIPABIEHHYIO Ha YMEHb-
IIeHye IPORYKLMY WM BbIBefleH/e OeIKOB—IIPEeIIeCTBEeH-
HJVIKOB) U CHHJIPOMAJIbHYIO (CHMIITOMATI4ecKyIo) [7].

[TpencraBnseM KIMHMYECKNUI CTy4yall BefleHN MalllieH-
Ta C TPYAHBIM Ay epeHIaTbHbIM JUarH030M TUIIEePTPO-
(dbuaeckoit KapoMOMMONATUN 1 AMITON03a CEePALIA.

Kanunueckuit cayuam

ITaumenrt A., 67 ner, ¢ 59 ner crpagan AI' ¢ Makcumanb-
HpiMu 1udpamn AJl mo 170/100 MM pT. CT., peryapHO
IIpMHMMAJl AHTUTUMIEPTEH3MBHble Ipenaparel. Hammdme
MH}papKTa MUOKapfia, OCTPOrO HApyIIEHUA MO3TOBOIO
KpoBooOpaienns B aHamHese oTpuran. C 65 meT crama
6eCIIOKOUTD OfbIIIKA IpU (HUSUIECKOI HArpyske, He 00-
crefoBascs, He nedmica. B Bospacre 66 mer mpm IxoKT
BbISIB/IEHA BbIpa)KEHHAs CUMMETPMYHAs KOHIIEHTpuYe-
ckas runeprpodusa mmuokapga JDK ¢ TOMIMHON CTEHKY [0
18 MM, rumepTpodust MamWULIPHBIX MbIIIL 6e3 06CTPyK-
LVM BBIXOJHOTO TpakTa, AuddysHbii rumoknues ¢ OB
JIK 50 %, gunatauums nesoro npexcepaust (JIIT) n mpaBoro
npenceppus (I111), pecTpUKTUBHBIN TUIT JUACTONNIECKON
pucdyukumu JDK, mutpanpuas peryprurauys II crenen,
TPUKYyCIUpanbHasa peryprutanus Il crenmenn, ymepeHHas
7ieroyHas runepteHsus. [IpuHuman B TeyeHue 5 MecsAleB
61COnponon 5 Mr/CyT, BepOILINVPOH 25 MI/CyT, TOpace-
muz 10 Mr/cyt, nepuHpgonpua 2,5 Mr/CyT, aTOpBacTaTUH
10 mr/cyT. Ha done nmedeHuss cocrosiume ObIIO YHOBIET-
BOPUTETIbHOE, OABIIIKA yMeHbIIVmach. OfHAKO IMAIMeHT
CTasI OTMeYaTh aMM30/bl cHIDKeHNA Al o 90/60 MM pT.CT.,
4TO CONPOBOXK/A/NIOCh IJIOXUM caMO4yBCcTBMeM. CaMOCTO-
ATETbHO OTMEHWI JIeKapCTBEHHbIE IIpeIapaThl B BO3pacTe
67 net (depes rog mocie mpreMa Tepamuiu), Ha GoHe Jero
O0TMeYaIoch yXyZAlLeHNe B BYJie HapacTaHMs OfbIIIKY IpU
MMHUMA/IBHOI (PUSUIECKOIT HATPY3Ke, OTEKOB HIDKHUX KO-
HeYHOCTell. B cBA3M ¢ oTpuIlaTe/IbHONM AMHAMUKON IOCIIN-
tanusuposad 07.02.2019 B PenepanbHOE TOCYFapCTBEHHOE
6romKeTHOE yupexaeHne «HaunoHanbHbI MeIUIMHCKAI
MCCIeN0BATENbCKIUI LIEHTP KapAuonorum» MuHucTepcTaa
3npaBooxpaHeHusa Poccurickoit @epepannmn.

CocrosgHme TMalyeHTa NpY HOCTYIVIEHUM B Kapamo-
JIOTMYeCKOe OT/elleHNe CpefiHell TspkecTu. Temrepary-
pa 36,6°C. Poct 172 cm. Bec 74,2 xr. VIHfjeKC Macchl Tenma
25 Kxr/m?.

ITpu ocMoTpe obpalany BHUMaHNe aKpOLMaHO3, II0JIO-
>KeHIe OPTOIIHO3, OTE€KM HYDKHIX KOHEYHOCTEN 1O CpefHeIl

tpetn 6expa. IIpu aycKyIbTanum IETKuX — BE3UKY/IIPHOE
IIbIXaHNe, 0CTab/IeHHOe B HIDKHMX OT/e/ax ¢ 00eX CTOPOH
C BJIQKHBIMJ HE3BOHKMMI MEJKOIY3bIPYAThIMM XPUITa-
mu. ToHBI cepAma IpUITyLIeHBl. PUTM cepaLa IpaBuIb-
Hblt ¢ YCC 76 B MuHyTy. Al Ha IIpaBoil U 1€BOM pyKax
110/80 MM pT. cT. IledeHp BbICTyNana Ha 5 CM U3-TIOf, Kpasd
pebepHoIT By, YIZIOTHEHa, 6e360ne3HenHast. Pusnomorn-
JecKJie OTIpaB/ieHns1 — 6e3 0cOOeHHOCTel.

B obuiem aHanms3e KpoBM U B OOIIeM aHAIN3€ MOYM
[Py MOCTYIUIEHUM TIOKa3aTeln B Ipefenax pedepeHcHbIX
3HayeHNI. B OMOXMMIYECKOM aHaaM3e KpPOBU — 9JIeK-
TPO/IMUTHBIE HApYIIeHMs: rumoxiaopemus 95,0 MMOIb/1
(N: 98,0 — 108,0); rumonarpuemuss — 136,0 MMoOb/n
(N:138,0 — 153,0); HapacTaHme KpeaTMHMHA CO
112 MxMonb/n 1o 125 MKMOIB/N 32 BpeMs TOCHMTaNIN3a-
uuu (B TedyeHue 6 fHeir), runonporenHemus — 62,0 r/n
(N:64,0 — 83,0), nosbiuienne D — aumepa — 3,63 MKT/M
(N:0,00 — 0,50), anpbymmn — 57,7 % (N:55,8 — 66,1), AJIT
(amanmnammuotpancdepasa) — 37,0 Ex/n (N:3,0 — 40,0);
ACT (acmapraramuuotpancdepasa) — 45,0 En/n (N:3,0 —
34,0); BNP — 2 400,6 nr/ma (N:0,0 — 100,0), xonecre-
pua — 3,82 mmonb/n (N:3,50 — 5,20), TpUraniepuis —
0,81 mmons/n (N:0,50 — 2,30), JIITHII (umornpoTenHsl
HU3KOJ IIoTHOCTI) — 2,8 MMonb/71 (0,0 — 3,30). B koary-
norpamme 6e3 0COOeHHOCTeIL.

ITo panupiM OKI mpy MOCTYI/IEHUN: PUTM CUHYCOBBIIL,
YCC 84 yn. B MuHyTy. V3MeHeHMe MpeCepAHOTO KOM-
[OHeHTa C Ipu3Hakamu P mitrale. OTkI0OHeHME 9/MeKTpHU-
4ecKoJi ocu cepilLia BIpaBo, yron anbda +120 rpamgycos.
OuaroBo-py6uoBoe (aHeBpu3Ma?) IOpaKeHNe IepefHell
crenku JDK, runeprpodus mmokapzma JDK (puc. 1).

IIpu pentreHorpauy OpraHoOB IPYZHON KJIETKM BBI-
SBJIEHbI JIBYXCTOPOHHUII TUAPOTOPAKC, KapAMOMErasus,
yIloTHeHue aoptbl, AuddysHbIT mHeBMOCKIepos. IIpn
Y/IBTPa3ByKOBOM JICCTIEIOBAaHNUM OPraHOB OPIOIIHON IIO-
noctu (Y3U OBII) ormevanucy nuddysHble M3MeHEHNUs
IIAPEHXMMbI, yBe/IMYeHNe pasMepoB IedeHM, MpUSHAKM
cBOOOIHOI XupKocTy B OpromHoi nonoctu. ITo pesyib-
TaTaM XOJITepOBCKOro MoHMUTOprpoBanua IKI' sHauMMBIX
OTKJIOHEHMII He BBLABJIEHO.

[Ipn IxoKI' (puc. 2) HaOMODAIOCh HAMMYME KUTKO-
CTM B MOJIOCTY IepMKapfa: CTIeffoOBOe KOMMYECTBO IO 3a/[-
Heit creHKe 1o 0,6 CM B JMacTO/y; yTOMIIEHME TIEPBUYHOM
gact MIIIT o 0,6 — 0,7 cM. 3HAUNTENTbHO BBIpa’KeHHOE
cumMeTpuyuHoe yTomienne creHok JIDK: MIKII go 18 mwm,
3aJHell cTeHKU yeBoro xenynouka (3CJ/DK) go 20,6 Mm).
[Momocts JUK yMmenbuieHa B pasMepax 1 006beMmax, ITIO-
6anbHAsA COKPAaTMMOCTb €ro CHIDKeHA. 3OH HapyLIeHUs
TIOKaJIbHOV COKPATUMOCTY He BBIABIEHO. PeCTpUKTUBHBIN
TUI HapyuIeHus guacronndeckoit ¢pyukumu JDK ¢ moBsr-
menneM gapneHusa Hanondenus (E/Em=16). Jumaranus
momocTeit oboux mpepcepauit. MutpanbHas perypru-
tauus II crenenn. Jlerounasa runeprensus I-II ctenenn,
cucTonMyYeckoe mapieHre B jerouHoint aprepun (CIJIA)
50 MM pr.cT. Tpukycnuaanbuas peryprutanus I crenenn.
CoxparurenbHas QYHKIMSA MUOKap/a I€BOTO >KeIyLouKa:
yMeperHo cHypKeHa OB — 38 % (o Cumricony) (N: 54 —
74 % — >KeHIVHBL, 52 — 72 % — My>xunHbI). IxoKT xap-
TYHa COOTBETCTBYeT 00/Ie3HY HAKOIICHVSI — aMIIOU03Y
cepana.
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ITo maunubiM MPT cepana (puc. 3) xaprtuHa Hambosee
TUINYHA I aMIWIONA03a cepana: ang¢ysHoe cybaHpo-
KapAuanbHOe KOHTPAaCTUpPOBaHME MMOKapa oboux xe-
JYBOYKOB TIPU OTCYTCTBUM HAPYIIEHMI JIOKAJTbHOM CO-
KPaTVMOCTY, yBeJIMYeHUe TOJIIVHBI MMOKapha BO BCeX
CerMeHTax, TU/poIepuKapy.

[TareHTy IPOBOAMIACH OMOIICHSI TTORKOXHOM SKIPO-
BOJ KJI€TYATKY, IIOLCIN3MCTOrO €10 12-11epCTHOM KUIIKU
¢ okpackoyl KOHTro KpacHbIM — OT/IOXKeHMs aMIIOUZIa He
BbIABJICHBI. [TaHapHas AnepHas cOuHTUTpadysa COBMECT-
HO ¢ O®IKT He mpoBoAMIach 1O TeXHMYECKUM IMPUYM-
HaM. IIpy reHeTM4ecKOM MCCIEOBAaHUM MYTalMii B TeHE
TPaHCTUPETHUHA, OTBeTCTBeHHBIX 3a AT TR-ammnonos, He
BbIABJIeHO. [Ipu cexBeHMpoBaHyM 10 reHOB, KOAMPYOIIX
capKoMepHbIe Oe/iku Muokapza, B rere MYBPC3 BoisiBniena
myranus ¢.3197C> G (p.Prol066Arg) B reTepo3UroTHOM
COCTOSIHIY, PaHee OIMCaHHasA y IaleHTOB ¢ runepTpodu-
YEeCKOJ KapIMOMMOIATHEN CIaBAHCKOTO IPOMCXOXK/IEHNA.
VccnenoBaHne Ha CBOOOAHDIE JIETKMe 11T UMMYHOITIO0Y-
JIVHOB JIAMOJIa U Kalllla He IIPOBOAIOCH 110 TeXHUYECKIM
nprurHaM. KackagHbIN ceMelHBIN CKPMHMHT Ha HOCH-
TENbCTBO MYTallMyU He TPOBOAIMIICA B CBA3Y C T€M, UTO OTIA
MALIMEHT HE 3HAaJI, MaTh YMep/ia B BO3pacTe 75 JIeT OT cep-
Te4HON HeOCTaTOYHOCTH, eAMHCTBEHHBII CbIH CKOHYAICH
OT HECYACTHOIO C/y4as 3a IIOIrofia 0 obpalleHys mauu-
€HTa 3a MeNUIIMHCKON ITOMOIIbIO.

Bo Bpems Tekylell rOCIUTAIN3ALNN B KapAMOIOTye-
CKOM OTJe/lIeHMM MalJeHT NepeHec KIMHIYECKYI0 CMepTh
C YCIeIIHBIMU pPeaHVMAIVOHHBIMM MepOIpPUATIAMIL
Ha 9KT (mocie nepeHeceHHOI KIMHIYIECKO cMepTH) 6e3
OCTPOIt KOPOHAPHOIT IATOIOTMY, 6€3 IMHAMMKIY 110 CPaBHe-
HMIO C apXVIBHBIMI JJAHHBIMY, TPOIIOHIH OTPUIIATe/IbHBbII.
[To maHHBIM ABYKPAaTHOTO CYTOYHOI'O MOHMUTOPMPOBAHMSA
IKT 1o u mocne peaHNMaNIOHHBIX MEPONPUATUI KIVHN-
YecK) 3HAYMMBIX HAapyIIeHUJ puTMa He BbLABIeHO. IIpnu
MYJIBTUCIINPAIbHON KoMIIbloTepHolt Tomorpaduu (MCKT)
QHTUONYIbMOHOTPadMUM [AHHBIX 33 TPOMO0IMOO/IINIO

—_—, f—

A (I AT 0
| Ens i -

Pucynox 1. dnexmpo-
Kapouozpamma
nayuenma A., 67 nem.
Ha 9KI" ommeuen
HUBKULL 607I6IMAN KOM-
nnexcos QRS 8 om-
8e0eHUSIX O KOHeH-
Hocmeil, omcymcmeie
a0ekBamHo2o Hapac-
MAHUS AMNAUMYObL
3y6yare VI — V3
Picture 1. Electrocar-
diogram. The ECG
showed a low voltage
of QRS complexes in
extremities leads, and
the absence of an ad-
equate increase in the
amplitude of the r wave
inVl— V3

nerouHoit aprepyun He BbisABneHo. [Ipu MCKT romosnoro
Mo3ra yOeauTe/IbHbIX AAHHBIX 3a MIIEMUYECKUe M3MeHe-
HUsA, TIepelioMbl KOCTell yepela He BbIABIEHO. Mynbru-
OVICUMIUIMHAPHONM KOMAaHZIO PEIleHO C LeNbI0 BTOPUYHON
npodumaktukuy BCC mpoBecTu yCTaHOBKY MMIIIAHTHU-
pyemoro Kappuoseprepa-gedubpumsaropa (VIKI). s
VICKIIOYeHMA [MarHo3a aMWIOMJ03a U APYIUX OoJe3Hel
HAKOIUIEHVsI C M30/MMPOBAHHBIM HOPaKeHNeM cepfla 06-
CY>KIa/I0Ch IIPOBefieHIie OMOICHM MIOKapyia.

Bo Bpems rocnuTanusanyuy MANyeHTy IPOBOAMIACH
aKTUBHas JUypeTudecKas Tepamis, Ha poHe yero Obira o-
cTurHyra cyoxommencanusa sasnenit XCH, AJl crabunu-
3upoBaHo Ha ypoBHe 100/70 mm pr. cT., YCC — 72 yn/muH.
C ydueTOM HM3KOTO ypOBHsA 6elKa KpPOBM, HEOJHOKDPATHO
IpoBoAMIack MHQY3Ms anbOyMrHa BHyTpuBeHHO. [To gaH-
HbIM DxX0KI, oTMedasoch HapacTaHMe MHAEKCA MACChl MI-
okapma JDK (MIMMIDK) (tabn. 2), cHuxeHue r06anpHOI
cokpatnmocty JDK, gumaTanus nonocreit 060ux mpepcep-
IMii, JIETOYHas TUIEPTEeH3UsA. 3aKII04YMTEeIbHbIN AMarHos3
IIpY BBINNCKE ObII CPOPMYINPOBAH CIEAYIOLUM 06pasoM:

OcHoBHOe 3aboneBanne: lumeprpoduueckas Heo6-
CTPYKTUBHasA Kapauomuomnarua. Mytanusa p.Prol066Arg
B rere MYBPC3.

Ocnoxnenus: XpoHuYecKas cepfieyHas He0CTaToy-
HocTb IIB crapuuy, 111 pynkimonanbublil Knacc mo NYHA.
PeannmanyoHHble MepONPHUATHUA IIO MOBOJY OCTAHOBKM
KpoBooOpamtenus ot 15.02.2019 r. ViMnaHTaums Kapauo-
Beprepa-gedubpuaTopa or 22.02.2019 ropa.

ComnyrcrBylomye 3aboneBanus: JJobpokayecTBeHHas
TUIepIIasus IPefiCTaTeNbHO JKele3bpl.

ITocrne BHIMMCKM TMAILMEHT IPOROJDKAII IIPMeM Iperapa-
TOB: CIMPOHONAKTOH 50 Mr yTpoM, Topacemuy 10 mr B 8:00
n 10 mr B 14:00, 61cOIposon 2,5 MI, HEPUHIOTIPUT 2 MT Bede-
poM (IIpJ CKJIOHHOCTY K TMIIOTOHMY PEKOMEH/J0Ba/IOCh IIPO-
IyCTUTD IIPVeM IIperapara), aTopBacTaTuH 10 MI' B CyTKIL

HecmoTps Ha IpOBOAMMYIO TepaInio, 0TMEYaIoch Obl-
CTpO€ HapacTaHMe ABJIEHUI CEPHEeYHOI HEJOCTaTOYHOCTH.
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PA3SBOP KAMHUYECKUX CAVUYAEB

A. IMapacmepranvHas no3uyus no OMUHHOL ocu, B-pexcum.
Busyanusupyemcs vipascertoe ysenuuerue monuumbl
muoxapoa, ounamavus JII1. Hesnauumenvroe konuuecrmso
HUOKOCmu 6 nonocmu nepuxapoa/

The parasternal position along the long axis, B-mode.

A pronounced increase in the thickness of the myocardium,
dilation of the LA is visualized. A small amount of fluid in
the pericardial cavity

B. Anuxanvhas uemovipexxamepHas nosunus, B-pesxcum.
Busyanusupyemcsi 8vipasxceHHas eunepmpopus muokapoa
JDK. Ilepeone-cucmonuueckoe dsuxierue nepedetl
cmeopku MK, ounamavus npedcepouii/

Apical four-chamber position, In B-mode. Pronounced
LV myocardial hypertrophy is visualized. Anterosystolic
movement of the anterior flap of the mitral valve, atrial
dilation

Pucynox 2. xoxapouoepamma
Picture 2. Echocardiogram

b. ymonuenue MOKII u 3C/DK 6 M-pescunme,
napacmepHanvHas NO3UUUS N0 ONTUHHOLL ocu/

The thickening of the IVS and LVPWT in the M-mode,
parasternal position along the long axis

I. PecmpuxmusHolii mun ouacmonudeckoti OuchyHkyuu
8 MPAHCMUMPATILHOM NoMoKe/
Restrictive type of DD in the transmittal flow
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Pucynox 3.
Picture 3.

A. T'unepmpogpust muoxapoa JDK, ne cesizannas ¢ opyeoti namonozueii
cepouya. Memoduka kuno-MPT, duacmona, 6e3 86edeHusi KOHMPACMHO20
npenapama/

LV myocardial hypertrophy without other heart pathology. Cine-MRI,
diastole, precontrast images.

B. Jugppysroe cy6anookapouanvroe KOHMPACMUposarue 0 8cex
ceemenmax muoxapoa JDK. MPT ¢ koHmpacmuposanuem 8 OmMcpoueHHY0
pasy, dsyxxamepHoe ceuerue no onuxHoti ocu JDK/

Diffuse subendocardial enhancement in all segments of the LV myocardium.
Late gadolinium enhancement, two chamber view in the LV long axis

C. Jugppysroe cybandokapouanvroe KoHmpacmuposarue 80 6cex
ceemenmax muoxapoa /DK, MPT ¢ konmpacmuposaHuem 8 0mcpoueHHy10
a3y, ceuerue no kopomxoti ocu JDK/

Diffuse subendocardial enhancement in all segments of LV myocardium.
Late gadolinium enhancement, LV short axis view

I. Tunepmpodus muokapoa JDK, He céssannast ¢ Opyeoil namonozueti
cepoua. Tunepmpodus nepedneii nanunnapHoti mviuiypl. Memoouxa Kuro-
MPT, duacmona, 6e3 88edeHus KoHmpacmHozo npenapama/

LV myocardial hypertrophy, unrelated to other heart pathology.
Hypertrophy of the anterior papillary muscle. The technique of cinema —
MR, diastole, without the introduction of a contrast agent

II. Memoouka MPT ¢ konmpacmuposaruem 6 omcpouernyio dasy (LGE).
Hugpysroe cybandokapouanvroe KOHMPACMUPOBAHUE B0 BCEX CeZMEHINAX
muoxapoa JDK. Haxonnenue konmpacmmnozo npenapama é nepeoretl
NAnUnnApHoOLL Moluie/

MRI technique with delayed phase contrast (LGE). Diffuse subendocardial
contrast in all segments of the LV myocardium. Accumulation of contrast
agent in the anterior papillary muscle
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Tabnuua 2. [Junamuka sxoxapouozpagpuueckux noxazamesneii

Table 2. Dynamics echocardiography parameters

Ilokasarenn/ 25.05.2018
(mpu nepBuyHoit IX0KT)/ 04.09.2018 08.02.2019
Index .
at primary EchoCG
n s 2
HJIEKC M.aCCbI MI/IOKa.lea neBorcz) JKeTmyzouKa, r/m*/ 189 258.4 333.8

Left ventricular mass index, g/m
<1>.pa1<.u1/151 Bblép()ca neBorg KemygouKka/ 50 50,89 18
Ejection fraction left ventricular, %
TonuinHa 3a/jHell CTEHKI JIEBOTO >KeTy04uKa, CM/

. . . 1,9 1,9 2,6
Thickness of left ventricular posterior wall, cm
TonuHa MeXOKeTy09KOBOIT TeperopoaKmL, cM/

. . . 1,9 1,9 1,82
Thickness of the interventricular septum, cm
JleBoe ﬁpencepm{e, cMm/ 4,9%6,4 4,42x6,94 4,9
Left atrium, cm
HPaBoe rllpencepnme, cm/ 5,0%6,4 4,93x7,19 5,0
Right atrium, cm
CucTonnmyecKoe jaBjeHe B 1IerOYHON apTepunt, MM pT.cT./ 50 4571 50

Systolic pressure in the pulmonary artery, mmHg

25.03.2019 . (4epe3 1 Mecsl| OCIe BBIMMCKIM) JKeHa 006-
Hapy>Xuua IalyeHTa JJOMa B TOPU3OHTaJIbHOM IIOJIOXKe-
Hu, 6e3 IPU3HAKOB CO3HAHWS U ObixaHms. 25.03.2019 r.
B 14:08, 1m0 [JaHHBIM MEJUUMHCKON NOKYMEHTALVM, 3a-
PEernCTpUpOBaH BHI3OB OpPUrafbl CKOPON METMIIMHCKOI
nomon. IIpoBefeHbl peaHMMallMOHHbIE MEpPONpPUATHA,
B 15:27 xoHcTaTupoBaHa 61onornyeckas cMepTb. Co CIoB
JKeHBI, TaTO/IOT0AHATOMIYECKOe UCCIefloBaHNe He IIPOBO-
AMUIOCh B CBSI3Y C €€ OTKAa30M. B MOMMKIMHUKY 1O MecTy
JKUTE/IbCTBA OBUL CHeNTaH O(PUIMAIbHBI 3alIPOC C LIEIbI0
nonydenyst nHGopManyu 06 ayToncum u eé pesynbraTax.
Cornacno ®enepanbHoMy 3akoHY Poccuiickoit Pefepanym
Ne 152-®3 «O mepcoHanbHBIX TAHHBIX», HOMMKINHIKON
ObII0 0TKA3aHO B IPefOCTaBIeHNN NHPOPMALIVIL.

O6cyxpenue

IuddepennyanpHas OMarHOCTUKA MeX[Y TIeHeTyude-
cku o6ycmosrernoit ['KMII n aMumongHo KapAnoMuona-
THEI CTIOKHA B CBSA3M CO CXOXKECTDIO KJIMHNYECKOI KapTh-
HBI ¥ IAHHBIX BU3Ya/IM3NPYIOIIMX METOIOB CC/IEfOBAHN.

Y npepcraBneHHOro NalMeHTa U3 Kap/iualbHbIX IIPOsB-
TIeHUI1 MMeTNIoCh yBenudeHue TommuHbl ctenkn JDK, nepu-
KapAuaabHbIi BeINOT, Hamare CHc®B B TeueHne gmrenn-
HOTO BPEMEHI, a TAK)Ke OTCYTCTBE OTBETA HA CTaH/JapPTHYIO
tepamio XCH (MHrMOMTOpHI aHreOTEeH3MHIIpeBpallalo-
mero ¢depmenta, 6eTa-agpeHOOTOKATOPDI), HU3KUIT BOMIb-
TaX KoMmivlekcoB QRS, mnceBpomHGapKTHbIE M3MEHEHN,
MacC—-BONbTAXHAA AUCCOIMALNA. BHEKapanaIbHBIX IIPOsIB-
JIeHuit He 6bUI0. VIHAEKC HACTOPOXKEHHOCTH B OTHOIIEHUN
WtATTR-KMII coctaBwn 2, cMOmeMMpOBAaHHAs BEPOST-
HOCTb — 3% COITIaCHO OHJIAlTH KanbKynaTopy EstimATTR.
Kpome Toro, y mamueHTa TOMIMHA MMOKapfia JOCTUIazia
26 MM, YTO 3aCTaBM/IO MCKATh HOIOTHUTENIbHBIE IPUYMHBI
ITDXK, HecmoTps Ha AT B aHamHe3se. B mpuBeneHHOM KIVHM-
YeCKOM CJIy4ae y IaliieHTa C BBIPaXEHHON ruiepTpodueit
mrokapga MPT-kapruHa 6bl1a pacijeHeHa KaK aMIUJION/{HAs
Kapayomuonarus. OfHaKo, Iy SKCTpaKapfuanIbHOI 61or-
CMU JVIaTHO3 aMUJION03a HOATBEP>KeH He ObLI, IIpy TeHe-
TUYECKOM MCCIIEIOBAHNY MYTallMil B TeHe TPAaHCTUPETIHa,

orBeTcTBeHHbIX 3a ATTR-amunonnos, He BeiABnIeHO0. OfHO-
3HAYHO MCK/TIIOYNTD M30/MPOBAHHOE aMIIOVIHOE ITOpaKe-
HIIe MUOKapZa BO3MOXXHO ObI/I0 ObI [Py [TPOBEEHNN SH/0-
MIOKapAMaAbHON OMOIICUM, YTO He OBUIO BBIIOTHEHO M3-32
TSDKECTM COCTOSHMA MAlMeHTa. AyTOICHS, K COXKa/IeHMIO,
He ObI/Ta TIPOBEJEHA U OKOHYATEIbHO HE MCKIIOYN/IA aMMu-
JIOVIHDBI TeHe3 KappuomuonaTuy. Hakomrenne KOHTpacT-
Horo mpenapara npu MPT y mjaHHOro mammeHra c yyeToMm
BDIAB/IEHHBIX TEHETUYECKMX MYTaLMil ClIefyeT TPaKTOBaTh
Kak ¢pn6pos Ha pore TKMII. ITo-Buaymomy, y JaHHOTO ma-
LMEHTa [0 59 j1eT HabIomanoch OECCUMIITOMHOE TeYeHMe
I'KMII, 3atem mpocnexusanoch Tedenne 'KMII ¢ Bbipa-
JKeHHBIMM KIMHIYecKuMy nposasaeHnsamy XCH.

OcTraHOBKa cepplla B ONMCAHHOM Cy4ae, BEPOSTHO,
BbI3BaHa acucronueil Ha ¢one nporpeccupoBanus CH,
B CIIy4ae pasBUTVs PUOPUIIIALINN SKEeTy[OIKOB U JKey-
[I0OYKOBOJT TaXMKap/iMM y JAHHOTO IAIVIEHTa JJOIDKEH ObI
cpaborars VK] u mpefoTBpaTtuTh pasBUTHE JIETA/IBHOTO
ucxopa.

B nureparype TakxKe ONMCAHBI CIy4ay TPYRHOU mm-
¢depennnanproit guarnoctyky I'KMII u ammionpgHol Kap-
nuommonaryn. JKeHiuHa 64 et o6paTnnach ¢ xamobamu
Ha 60JIb B TPYQHOIL KJIeTKe U IPOIPeCcCUPYIOLIYIO OIbILIKY.
Pesynbrarer 9xoKI' u MPT mnosponmuayu HpefnonoXuTh
T'KMII. ¥ manueHTKy He OBIIO CEMETHOro aHaMHe3a JaH-
HOTro 3a00/IeBaHNA, HO €€ OTel] CKOPOIIOCTVDKHO CKOHYAJICH
B Bo3pacTe 48 ner. [ley u gBa gAnM IO OTLOBCKO NMHUN
CKOHYAMNCh [0 40 JIET [10 HEYCTAHOB/IEHHOI IPUYMHE.

[eHeTn4ecKoe TeCTMPOBAaHME HE BBIABIIO 3HAYMMBbIX
MyTaluii, B OT/IMYME OT Hallero caydas. Yepes rox manu-
eHTKa IIPOLIIa IOBTOPHOE 00CTIejOBaHIIE, B X0O[e KOTOPOro
Ha OKI' ob6Hapy>keH HM3KMIT BO/IbTaX, a 110 Pe3y/lbTaTaMm
9xoKI' Tsmxenas puactonmdeckas pucoynkuus. [Tpu no-
BropHoM MPT ommcana KapTiHA aHOMA/IBHOTO CYyO3H/O-
KapAyanbHOrO IO3/JHETO YCUIEHMs TaJloNMHUA, aHAJIo-
IMYHO MpeACTaB/IeHHOMY Hamu ciaydar. Ha ocHoBaHum
pesy/IbTaToB IpOBefieHa OMOIICHA XIPOBOI TKaH!U, HO OHa
6bUTa oTpuraTenbHOI. Ilocmeayomas sHOMMOKapPab-
Hasl OMOIICKA Jlaia IIOJIOKUTENIbHbI pe3y/IbTaT Ha aMUJIO-
upo3. Tun amnionzosa B my6muKaiymy He yroussercs [13].
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3akaoueHue

Tpynuoctn puddepennuansroit guarnoctuky ['KMII
Y AMWIOMIHON KapAMOMMONATUN OOYC/IOBICHBI CXOXIMMU
KIMHMYECKUMM TIPOSB/ICHUAMY, JAHHBIMU MHCTPYMEH-
TaJIbHBIX METONOB OOC/IeOBaHMsA, VCIIONIb30BaHMEM He-
IHOCTATOYHO YYBCTBUTEIbHBIX TECTOB /IS [UATHOCTHUKIL
AMmIonzos cepaua OTHOCUTCS K JOBOJIBHO PEIKUM HO-
30JI0TMsIM, YTO TAKXKe BIusieT Ha 3PQPEKTUBHOCTD BBISB-
NeHUs faHHOrO 3abonesanus. Hecmorpsa Ha To, uTO 062
3aboreBaHNs, B OONBIIMHCTBE CITyYaeB, IPOABIAIOT cebs
kak XCH, mpoBefieHne cBoeBpeMeHHOI AuddepeHIiann-
HOJT IMarHOCTUKY HEOOXOMVIMO /I TPaMOTHOTO JIeYeHN,
aJIeKBaTHOII OLIeHKY IIPOTHO3a HallMeHTa.

He mckmioueHa BOSMOXKHOCTb COCYILIeCTBOBAHNS TeHe-
THYEeCKY 00YCIOBIEHHOJ TUIIEPTPOPIYeCcKOl KapANOMIO-
IIaTUY ¥ aMWIOMITHOTO IOPaXKeHN CepaLa.

Bknap aBTopoB:

Bce aBTOpbI BHEC/IM CYL@CTBEHHbIN BK/aZ, B NOArOTOBKY paboTbl, Npoy/n
1 oA06punu GpuHanbHYHO BEpCUIo CTaTbk Nepes nybavkaLuei
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