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BBEJIEHUE
AKTYaJIbHOCTH UCCJIEI0BAHUSA

WudunsrpatuBueie  3aboneBanusi cepaua (M3C) mpeacrasmsaor  coboid
TeTepOreHHYIO TPYIy 3a00JIeBaHUH, XapaKTePU3YIOLIYIOCS OTIOKEHUEM aHOMAIbHBIX
CyOCTaHIIUN B TKAHU CEPJIla, BRI3BIBAIOIINX JHACTOIMYECKYIO, PEKE — CHCTOIMICCKYO
muchyHkuuio xerynouka/oB. Hexoropele M3C mnpuBOAST K YTOJIIEHUIO CTEHKHU
KEITYJOUYKOB, JPYrM€ BBI3BIBAIOT paCUIMPEHHE Kamep Ceplilla C BTOPUYHBIM
MCTOHYEHUEM CTEHKU. YBEJIMYEHHAs TOJIIMHA CTEHOK, MaJblii 00bEM KEIYJOUYKOB U
BO3HMKAIOIIAsl MHOTJ]Aa TMHAMUYEeCKasi OOCTPYKIIMS OTTOKa U3 JeBoro kenynouka (JIK)
MOT'YT MPUBOJAUTH K BHEIIHEMY CXOJICTBY C UCTUHHOU runeptpodueit KapIMOMHOLIUTOB
npu runeprpoduueckoin kapauomuonatuu (I'KMII) mnm runepToHMYECKOM Cep/lle.
N3C, mposustomuecs aunaramnueit JOK ¢ nud@y3HpiM win 10KaIbHBIM HapyIHICHUEM
COKpPAaTUMOCTU CTEHKHU U 00pa30BaHUEM aHEBPU3M, MOTYT UMUTHUPOBATH UIIEMUYECKYIO
kapaunomuonaruto [12, 50, 127, 139, 184].

N3C B OOJBIIMHCTBE CIy4YaeB SIBJIAIOTCS YAaCThbIO CUCTEMHBIX 3a00JI€BaHUM, MpU
KOTOPBIX B MATOJIOTMYECKUN MPOIECC BOBJICKAIOTCSA TaK)XE MOYKH, MEYEHb, KOXKa U
HepBHas cucrema [3, 4, 20, 22]. UHduabTpaTUBHBIA MPOLECC B CEPAllE M APYTUX
opraHax HOCHUT Iporpeccupyronmii xapakrep. Ha paHHUX cTaausx mopaxeHue cepiia
4acTO MPOTEKaeT 0€CCUMMIITOMHO WJIM MaJOCHMIITOMHO. B CBsi3u ¢ 3THM B HacrosIiee
BpeMs M3C B OONBIIMHCTBE CIIy4aeB JWAarHOCTHPYIOT Ha TMO3JAHHUX CTaIUAX MPU
Pa3BUTUU TSDKENON pedpakTepHOl K Tepanmuu XPOHUYECKOW CepACYHOM W/Win
MOJIMOPTaHHOM HEJOCTATOYHOCTH, a TakKKe MpU ayTomncuu. [IpoaoiKUTENbHOCTD
nurarHoctuyeckoro noucka npu M3C goctaTouHo anuTeNibHa, MHOTAA AOCTUTaeT 15 jer
[12, 87, 139, 160]. B c¢Bss3u ¢ BapuaOeabHOCTHIO (UBHOJOTHYECKUX U
MOP(OJTOTUYECKUX XaPAKTEPUCTUK, HU3KOW HACTOPOKEHHOCTHIO M OCBEIOMIICHHOCTBIO
Bpaueit B oTHoueHnu M3C 10BOJIBHO YacTO BO3HUKAIOT TUATHOCTUYECKUE OIMIMOKH, YTO
TpeOyeT pa3paOOTKM W BHEIPEHUS UYETKUX AJITOPUTMOB IS PaHHEH MPUKU3HEHHON
JIMarHOCTUKH ITUX 3a00JICBaHUMN.

B mnocnenHue ronbl OTMEYEHBI ycnexu B u3ydeHun mnatoduiuonoruun M3C,

KOTOpBIC MPUBEJIH K MOSBJICHUIO HOBBIX IATOTCHETHUECKUX METOJIOB jeueHus [76, 115,
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182]. IlpumeHsieMble W HaxXOJSIIMECS HA CTaIUU U3y4YSHHUS NpenapaTthl IMOKa HE
crnocoOCTByl0T  oOpatHomy  pazButuro  WM3C, HO  3amMemIdiOT  CKOPOCTh
IPOrPECCUPOBaHUs TMOJHOPraHHOM HexocratouHoctu [76, 86, 106, 182, 183].
JIOCTYITHOCTh JIEKAPCTBEHHBIX IMPENapaToB, MOAUPUUIUPYIOMNUX O0J€3Hb, NIPUBOIUT K
noBbilieHHOMY uHTepecy kK M3C, HeoOxoaumocTu BrioueHuss M3C B anroputmbl
nuddepeHnanbHON TMarHOCTUKY JUIsl CBOEBPEMEHHOTO Havaja Teparuu.

VYuuTbiBas  BbIIIECKa3aHHOE, KpalWHE aKTyaJbHOM MpoOJIeMOil  sABIsETCA
UCCJICIOBAHME AaCIMEKTOB JHArHOCTUKM U ocoOeHHocted Teuenus W3C cpemu
pa3IMuYHBIX TPYMI KapAUOJOTHYECKHX TMAIMEHTOB, a TaKXke pa3paboTka CcXem

MapmpyTHu3aluu 1 OIITUMHU3AINU NX BECACHUA.

Crenenb pa3padloTaHHOCTH TeMbI UCCJIET0BAHUSA

Tepmun "uHQUIBTpaTUBHBIE 3a0o0JieBaHMs cepauna’ mnpemioxkuiad B 1997 r.
Kushwaha S. u coaBr.,, KOTOpble B KIacCU(pUKAUUU TUIIOB PECTPUKTUBHOU
KApJMOMMOINIATUA  BbIACTIWIM UHUIbTpaTuBHYI0 Kapauomuomnartuo (M3C). B
MOCJICYIONINX MyOJIUKAIUSAX JPYTrue aBTOPHI JOMOJIHWIA MEPEYCHb BXOJSIIUX B ATy
rpynmny 3a00JIeBaHHM, BKIIOYMIM B HEr0 aMWIonJ03, Mykomnohucaxapuaosbl (MIIC),
0one3np @abpu, capkono3, 6one3ns ['ome, 6one3np JaHoHa U psAg APYTUX HOZOJIOTHIA.
Ho no cux nop obmenpunsaroi knaccuduxaiuu U3C He cyiiecTByerT.

B Poccuiickoit @enepariuun B Hactosiiee Bpemsi M3C B OOJBIIMHCTBE ClydacB
JMArHOCTUPYIOTCS HA MO3JHUX CTAJMAX WIM HE TUAarHOCTUPYIOTCS BOOOILE, AaXKe MPHU
aytonicur. He nocrarouno cBeaeHuit o uactore auarHoctuku M3C. Bo MHorux
YUPEKICHUSIX He TpoBoaAuTCst cKkpuHUHT Ha M3C. Psan nanueHToB nocie Bepudukanuu
JMarHo3a He TOJy4yaeT maroreHerndyeckoil tepanuu. He pa3zpaboTaHbl cXeMbl
MapupyTtuzauuu naueHToB ¢ U3C miig onTuMu3anuu BeICHUs.

easb ucciaenoBanus

N3yunTh KIMHUKO-TIaTOT€HEeTHUecKre ocobeHHocTu HekoTopbix M3C, xapaktep
TEUEHHUsI, MPOTPECCUPOBAHUS, BIUSHHE HA TMPOTHO3, BBIIBUTH TUIUYHBIC MPU3HAKU
NOPaXKEHUs cepAaua JUisi CBOEBPEMEHHOM JUArHOCTUKM W ONTUMU3ALMHM BEACHUS
nauuerToB ¢ U3C.

3agaum uccie10BaHusA

1. OHpeI[eJ'H/ITB qacTOTy JAUArHoCTUKU HCKOTOPBIX BHUI0B I/IH(l)I/IJIBTpaTI/IBHI)IX



3200JIEBAaHUMN.

2. M3yuuTh 49acTOTy M OCOOCHHOCTH TMOPaXECHHS Ccepilla Cpeau TMalUeHTOB C
BepU(UIIMPOBAHHBIM  aMHJIOMJO030M  Pa3HbIX THUIOB, MYKOIOJHCAXapHI03aMH,

HOCHUTEJIC MYTaHTHOT'O IreHa MYKOIOJIMCaXapua03a, MalueHToB ¢ 6one3npio Pabpu u

CapKOUI030M.
3. Omnpenenuth 00TME KapIuaTbHBIE MApKEPBI, IPH KOTOPHIX HEOOXOIMM CKPHHUHT
aa U3C.

4. BBIABUTh THNHMYHBIC TIPU3HAKH TOPAKCHHS CEepAlla IPH  Pa3IMYHBIX

BepupunrpoBanubix U3C, otnnuaromue ux ot runeprpodpuun JOK npyroit atnonoruu.
S. Pa3paboraTs mkany nuarnoctuku M3C Ha mpumepe aMHuiIon103a cepaua.

6. OueHuTh BBDKUBAEMOCTh U ONPENEIUTh (PaKTOpbl HEOJATOMPHUSATHOIO MPOTHO3a
npu U3C Ha mpumepe aMUIIONW103a, CPABHUTH IIOJIYYEHHBIE PE3YNbTATHI C IPYIIION

nanueHToB ¢ ' KMIL.
HayuHasi HOBU3HA HUCCJIeIOBAHMS

BrniepBbie omnpeneneHa 4yactoTa AMATHOCTUKM aMWJIOMA03a B MHOTONPO(UIBHOM
craiioHape Tr.MOCKBBI, 4YacToTa JuarHocTuku Oosieann @Dabpu B MockBe u
MockoBckoil 005acTH, JaHa CpaBHUTENbHAs OLEHKAa [MOpaXXeHUs cepaua Ipu
CUCTEMHOM aMIIOUI03€, MyKOTIONucaxapua03ax, 0onesnun @abdpu.

Pa3zpabotana knaccudpukamuss M3C MORAL-STAGE, conepxkaiuasi eTaabHYyrO
uHdpopmarmio o  MophodyHKIHOHATBLHOM  (EHOTHUIE  TOpaKEHUs  cepina
(Morfofunctional - M), mopaxenun opranos-murnieneit (Organ/system involvement -
0), pucke cmeptu ot cepaeuHo-cocyaucteix npuumH (Risk of cardiac death - R),
BO3pacte jaebroTa 3a0oeBanns u craprta tepanuu (Age of onset/starting treatment - A),
BHYTPHBJIETOYHOW/BHEKJIETOUHON  JIOKAQJU3allMM  NATOTEHETUYECKOro  Ipoiiecca
(Localization of pathological process - L), ¢byHKIHMOHAIBHOM Kiacce XPOHUYECKOM
cepreunoit HegocrarouHoctu (XCH) u ctaauu nHOUIBTPATUBHOTO MOPAXKEHUS cepaLla
(Stages - S), 0cCOOEHHOCTSX NATOICHETHYCCKON/CUMITOMATHYECKONW  Teparuu

(Treatment - T), Tune apuTMuu u HapyiieHuid mpooaumoctu (type of arrhthmias,
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conduction disturbance - A), TeHETHYECKMX MYyTalUAX M XapaKTepe HaCcJeIOBaHUS
(Genetic - G), atnonoruu (Etiology - E).

BrisiBiaeHb! HOBbIe KimHUYeckue mapkepsl M3C, B ToM uncie unaexc MLi >4,38
r/M?/MM (paccumThIBalICS Kak OTHOIIGHME Maccel Muokapaa JDK x  mromanu
MOBEPXHOCTH Tella, JEJNEHHOE Ha CcymMMy amiumaty] komiuiekcoB QRS OKIT B
OTBEJIEHUAX OT KOHEYHOCTeH B MM), uHAekc MBc >67,67 r/M*/MB (paccuuTsiBajcs Kak
oTHouleHue Maccbl Muokapaa JOK k ruionaan noBepXHOCTH Tena, AEJIEHHOE HAa UHJIEKC
CokonoBa-Jlaiiona (SV1 + RVS wmm RV6) B MB), cranmapTHoe OTKIOHEHHE
ycpeaHeHHbIX 3a 5 MuHyT uHTepBasioB NN (SDANNI) <105 mc, nupkaaHbiii HHIAEKC
<1,185, tpeyronbnass untepnossauus uHrepasoB NN (TINN) <511,7 mc. Bnepsbie
NpeJIOKeHa  KJiacCU(UKAIUs CTENEeHU YTOJIIEHUS CTBOPOK MHUTPAIBHOTO U
aopTaJIbHOrO KJIanaHOB cepaua.

BnepBble mpoBefeHa OLICHKA COCTOSIHUSL CEpPACYHO-COCYAUCTOM CHUCTEMBI Y
poauTeNel  MAlMEHTOB C  MYKONOJIMCAXapUJ03aMH, [OKa3aHa  BO3MOYKHOCTH
KJIIMHUYECKUX TMPOSIBJICHUN TMOPAXKEHHs] CEepAllda y HOCHUTENEH MYTaHTHOTO TIeHa
MYKOIOJIMCaxapuao3a.

Pa3pabotan anroput™m ckpunuHra Ha M3C, npeayioxkeHa cxema mMaplipyTu3aluu
JUISl IALIMEHTOB ¢ aMWJIOUI030M WM C MOAO3PEHUEM Ha aMHIIOMI03 JIJIsi BHEAPEHUS B
MockBe 1 MOCKOBCKOI 00J1aCTH.

Teopernueckasi U NpakTHYecKasi 3HAYMMOCTH PadOTHI

KonnuecTBeHHO MPOJEMOHCTPUPOBAHA BO3MOXHOCTh JUArHOCTUKH aMUJIOMA03a,
oonezun ®abpu B MockBe u MockoBckoil obnactu. OmnpeneneHbl CTPYKTYpPHO-
GyHKIIMOHATBHBIE ~ OCOOCHHOCTH  TOPAXKEHHS  cepAlla IMpUd  aMIJIOW03aX,
MYKOTIOJIUCAaXapH103aX U HOCUTEIhCTBE, Oone3nn dabpu, capkougose. Paspaboran u
BHEJIpeH anroput™ ckpuHuHra Ha W3C, cxema MapHipyTH3alMd MalUEHTOB.
Omnpenenena 4YyBCTBUTEIBHOCTD U CIICIU(DPHUUIHOCT PA3TUYHBIX «KIIFOUEH TUATHOCTUKI
N3C, B TOM 4uCl€ MOBBIIMIEHUS 3XOT€HHOCTH M 3€PHUCTOCTA MHOKapAa, YTOIIICHUs
CTBOPOK KJamaHoB, Mexmnpeacepanord mneperopoaku (MIIII) u creHku mpaBoro
xenynouka (IDK), mapymenuss nuacrommueckor ¢ynkiuu JDK, nammums XCH ¢

coxpaHeHHOU (pakuueit BeiOpoca (PB), HapymieHui puT™Ma U MPOBOJAUMOCTH HESICHOM
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ATHOJIOTHH, YKOPOUEHHOro MHTepBasia PQ, CHMKEHUS CyMMBbI aMIUIUTY[ KOMILIEKCOB
QRS B orBenmeHusaAx or koHeyHocTed W uHAekca Cokonoa-JlaiioHa, HapylIeHUS
BapuabenbHOCTU cepaieyHoro putMma (naaekcoB SDANNI, nupkansbiit unjgexc, TINN),
MaccC-BOJBTAXKHON aucconManuu (OTpakeHHEM KOTOPOW SBISIOTCS MHAEKCH MLi u
MBc). Beinenensl rpynnbl manueHTOB ¢ BbICOKUM puckom M3C, a uMeHHO IuIua,
uMeronue yronmenue cteHku JDK >12 MM B coueTaHuM ¢ «KIIFOYaMU TUArHOCTUKNY,
CKPUHUHT y KOTOPBIX MOXET MO3BOJIUTh MPH>KU3HEHHO AUArHOCTUPOBATh 3a00JIEBaHUE,
CBOEBPEMEHHO HayaTh TEPAIUIO U YIYUIIUTh UX MPOTHO3 KU3HU. BhIsBIeHBI (haKTOPHI
HEOJIAronpusITHOrO MPOTrHO3a OOJBHBIX C AMWJIOMI030M, B TOM uucie cHuxeHue OB
JDK, runmonporenHeMus, OTCYTCTBHE IATOTCHETHMYECKOM Tepanuu. IIpenmoxena
kinaccuduxanusa U3C MORAL-STAGE, BcecTopoHHE oTpakaromiasi HHIANBUYaTbHbBIE
ocobeHHOoCcTH manueHta. Pa3paboranbl anroputMbl ckpuHuHra Ha W3C wu
MapLIpyTU3allyd MalMeHTOB, KOTOpPbIE MOTYT OBITh BHEIpPEHBbl B pabOTy Bpayeil
KapAHOJIOroB, TEPANIEBTOB, HEBPOJIOTOB, HEPPOJIOTOB U TEHETUKOB.
ITos10:keHHs, BBIHOCMMBbIE HA 3AIIUTY

1. [lopaxxeHne cepauna SBIASETCA OJHMM W3 JOMHMHHUPYIOIIUX MPOSBICHUN Yy
OOJIBHBIX CUCTEMHBIM aMUJIOUI030M, 00J1e3HbI0 Padbpu, MPU HOCUTEIHLCTBE MYTAaHTHOTO
reHa MYKOIIOJINCAaxapui03a, OTHOCUTENBHO PpEXKE BCTpPEYaeTcs y NAlUEHTOB
capkouzo3oM. [lanmenTam ¢ yka3aHHBIMU 3a00JI€BaHMSIMM HEOOXOAMMA OIEHKA
CTPYKTYPHO-(DYHKIITMOHAJIBHOTO ~ COCTOSIHUSI ~ CEpJIEYHO-COCYIUCTOM  CHCTEMBI U
BKJIFOUEHHUE KapAHOJIora B COCTAaB MYJIbTHIMCIMIUIMHAPHON KOMaH/AbI, 3aHUMAIOLIEHCs
BEJICHUEM TaKUX OOJIbHBIX.

2. Campim yacTteiM nposiBiieHeM M3C sBaserca yrommenue cteHku JDK >12 mwm.
[Ipu ero coueraHun ¢ APYTrMMH THUIMYHBIMHU TPU3HAKAMH HEOOXOJUM CKPUHHUHI Ha
N3C nns cBOEBpEeMEHHOM JIMarHOCTMKM U Hayala MaTOreHEeTHYEeCKOW Tepanuu.
OcHoBHbiMH Mapkepamu M3C sBISIIOTCS MOBBIIEHWE 3XOT€HHOCTH U 3€PHUCTOCTHU
MHOKapJa, yToieHue CcTBOpok kiamaHoB, MIII u crenkn IDK, nHapymenue
nuactonnueckor pynkiuu (E/e', e’ narepanbHOro, €’ centaabHOro oTaena pudpo3Horo
koJbiia MuTpanbHoro kianana (MK)), XCH ¢ coxpanennoit @B, HapylieHue putMa u

MPOBOJIMMOCTH HESICHOM 3THOJIOTUH, YKOPOYEHHBIM MHTEepBall PQ, CHM)XEHHE CyMMBbI
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amruty komiiekcoB QRS B oTBeaeHusix oT KoHeuHocTe U uHIekca Cokolioa-
Jlaliona, HapymieHue BapuaOEIBbHOCTH CEPACYHOTO PUTMA, MAaCC-BOJIbTAXKHAS
nucconuanus (B T.4. uaaekcsl MLi 1 MBc).

3. ApTtepuanbHas TUIIEpTEH3Us, MHPAPKT MUOKap/a, caXapHbIi AuabeT B aHaMHe3e
He uckmodaroT Hannunsg U3C u He T0JKHBI IPUBOUTE K OTKa3y OT ckpuHuHra Ha M3C
IpY HAJTMYAW TUITHYHBIX U3MEHEHUH.

4, Hapymienus putmMa W TOpPOBOJMMOCTH HESACHOM OSTHOJIOTHM MOTYT OBIThH
nposisienreM MN3C. CHuxeHue BapuaOEIbHOCTH CEPIIEYHOTO PUTMA  MOXKET
UCTIONB30BaThCS NI auddepeHInanbHON AUArHOCTUKH aMUJIOUA03a C YTOJIICHUEM
creHku JUK npyroii 3Tuonoruu.
S. He3aBucuMbIMU NpeIUKTOpaMU HEOIAronpUsATHOrO MPOTHO3a y OOJNBHBIX C
aMuIIoua030M  ABis0oTCs  cHwkenue OB JDK, rumomporemHemus, OTCyTCTBHE
NIaTOr€HETUYECKON TEPAIHH.
6. PazpabGortannsie kmaccudukammsi MORAL-STAGE, mkama nuarHocTukw,
QITOPUTM CKPUHMHIa W cXeMa wMmapumpyru3anuu mnanueHtoB ¢ M3C  moryr
VCITOJIB30BAThCS B KIIMHUYECKOW ITPAKTHKE.
CreneHb J0CTOBEPHOCTH Pe3yJIbTATOB HCCJIe0BAHUSA

HayuHble MOJOXEHUS W MpaKkTUYECKHE PEKOMEHIAlNH, CPOpMYIHMpPOBAaHHBIE B
JUCCEPTAllM, OCHOBAHbl HAa W3YYEHUM OOJIBIIOTO KJIMHUYECKOro Marepuana |
TEOPETUUYCCKUX TIOJIOKEHUM TmocienHux Jer mno mnpobiaeme WM3C. B  paGote
UCIIOJIb30BaHbl COBPEMEHHBIE JIaDOpaTOpHbIE, UHCTPYMEHTAIbHbIE U CTaTUCTHUECKUE
METO/bl HCCIIEOBAaHUS, MOJIHOCTbIO COOTBETCTBYIOIIME MOCTABJICHHBIM 3aJlayaM.
BBIBOZIBI apryMEHTHPOBAHBI M BBITEKAIOT U3 ITPOBEACHHBIX UCCIIEIOBAHU.

BHeapeHue B IPaKTUKY

Pe3ynpTaThl AUCCEPTALIMOHHON PaOOThI BHEIPEHBI B MPAKTUYECKYIO IEATEIbHOCTh
I'bY3 «I'Kb Ne31 um. akamemuka I'"M. CasenbeBoii» JI3M, I'bY3 «I'Kb um. B.IL
HemuxoBa» JI3M, B mpouecc oOydeHHs] CTYIEHTOB, OPAMHATOPOB, ACIUPAHTOB Ha
Kadeape MpoIeNeBTUKN BHYTPEHHHUX OoJie3Her nedebnoro daxynprera PHUMY uwm.
H.W. Tluporoga (3aB. kadeapoit — 1.mM.H., norieHT Pe3nuk E.B.).

MQTO}]OJ’IOFI/IH H ME€TOABbI UCCJICA0BAHUA
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[IpoBeneHo oOcnenoBaHWe W aHAIU3 MEOUIIMHCKOM JOKyMeHTaruu 437
nanueHToB. MccnegoBanue cocrosio u3 4 atanoB (Pucynok 1):

1. PeTpocnekTUBHBIN aHAJIM3 MEIUIIMHCKON JOKYMEHTaMu 173 nanueHToB
c BepUUIIMPOBAHHBIM HH(PUIHTPATUBHBIM 3a00J€BaHUEM, TP KOTOPOM BO3MOYKHO
nopaxenue cepamna. OTéop JoKyMeHTaruu mpoBoauiics 3a nepuon ¢ 2008 roga mo 2023
roja Ha 0azax kadeIpsl MPOMNEASBTUKH BHYTPEHHUX O0Jie3HEH jeueOHOoro (akyiabTeTa
OI'AOY BO PHUMY um. H.W. ITuporoBa Munzapasa Poccun: ['BY3 «I'Kb Ne31 um.
akagemuka ['.M. CasenwseBoit» [I3M, I'bY3 «I'Kb um. B.II. Jemuxosa» I3M, I'bY3
«I'TI Ne 212» I3M, - a takxke ' BY3 «I'Kb um. B.M. bysiHoBa» JI3M, I'BY3 «I'Kb Ne
52» A3M, T'bY3 «I'Kb um. [J.J. Ilnernesa» JI3M, HUKW nenuatpum m aerckou
xupyprun um. akaaemuka HO.E. Benprumesa ®I'bOY BO PHUMY um. H.N.
[InporoBa Munznpasa Poccun, I'bY3 «Mopososckon AI'Kb» [I3M, ®I'BY «HMUL]
TIIM» MunzapaBa Poccun, ®I'BY «HMHUIIK wum. ak. E.M. YazoBa» Mun3apasa
Poccun, I'bBY3 MO «MOHHUKHU um. M.®. Bragumupckoro». B kadecTBe rpymnimsbl
CpaBHEHUS IPOAHATIM3UPOBAHA MEIUIIMHCKAsA TOKyMeHTanus 87 maueHToB ¢ [ KMIL

2. Cxpununr Ha M3C 6wt mpoBeneH cpeau 191 mamueHTta ¢ Hamuyuem
MapkepoB M3C u BkiIOuan reHerudeckoe, (hepMEeHTaTUBHOE M MOPGOIOTHYECKOE
uccnenoBanus. CKpuHHHT TipoBoamiics B mepuona ¢ 2017 roma mo 2023 rox Ha 6azax
I'bY3 «I'Kb Ne31 um. akagemuka I'"M. CasenbeBoii» I3M, I'bY3 «I'Kb um. B.IL
HemuxoBa» [I3M, I'bY3 «I'Kb um. B.M. bysanosa» [I3M.

3. Hao0uionaTtesibHOe TNPOCHEKTHBHOE HCCaeA0BaHue 65 OONBHBIX C
noareepxkaeHHbIM M3C: ¢ amunongo3om (N=33); MIIC (n=32, u3 Hux 7 OOJBHBIX U 25
HocuTtened myranTHoro reHa MIIC). I'pynmnoii cpaBHenus siBisuiMch 30 MallMEHTOB C
runeprpodpuert  JOK (I'JDK) ©6e3 moxareBepxkaenHoro WM3C. IlpocnekTtuBHOE
ucclieIoBaHue MPoBOAMIOCH B Tiepuoa ¢ 2022 roxa mo 2023 rox Ha 6azax 'bY3 «I'Kb
No31 um. akanemuka I'.M. CapenwseBoit» JI3M, 'bY3 «I'Kb um. B.I1. lemuxoBa» [I3M,
HUKU nenuarpun u nerckoil xupypruu uM. akaaemuka [O.E. Benpruimesa ®I'bOY
BO PHUMY um. H.U. IIuporoBa Munszapasa Poccun, ['bY3 «Mopo3zosckasa ' Kb»
JI3M, ®I'bY «HMMUII TIIM» MunsnpaBa Poccun. Mennana nepuoma HaOIOSHUS

NalMEeHTOB cocTaBmwia 12 (MHTEpKBapTUIIBLHBIN pa3max 6; 18) mecsies.
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4, OneHka MPOrHO3a IMAIMEHTOB ¢ aMuiongo3oM (N=81) W MaHUeHTOB ¢
['KMII (n=87) 3a mepuoxn ¢ 2008 roga mo 2023 rox Ha 6a3zax ['BY3 «['Kb No31 um.
akagemuka I'.M. CasenweBoit» [I3M, I'bY3 «I'Kb um. B.I1. Jdemuxosa» JI3M, I'bY3
«I'Kb um. B.M. bysnoa» [I3M, ®I'BY «HMUII TIIM» Munzapasa Poccuun, ®I'bBY
«HMMUIIK um. ak. E.1. Yazoa» Munzapasa Poccun, ['bY3 MO «MOHUKU um. M.D.
Bnagumupckoroy.

JuccepranioHHOE HccienoBanne ObU10 0f00peHo JIokanbHBIM  DTHYECKUM
Komurerom PHUMY um. H. U. [Tuporosa (npotokon Ne214 ot 24 suBaps 2022). Ilpu
MPOBEICHUH CTATUCTUYECKOTO aHaIM3a OBUTH MCITOIB30BaHbI mporpaMMbl SPSS 26.0 u
STATISTICA 12.0.

AnpoOauusi padoThI

OCHOBHBIE MOJIOKEHHS AUCCEPTALUU JTOJ0XKEHBI M1 PEKOMEHAOBAaHbI K 3alllUTE Ha
COBMECTHOM MeXKadeapaabHOM COBEHIaHUU Kadeapbl MPONENeBTUKA BHYTPEHHUX
Oonesnerr neueOHoro dakynprera, HUKW nemuatpum u HEeTCKOM XUPYPTHH HM.
akanemuka IO.E. Benptumesa ®I'bOY BO PHUMY um. H.U. [IuporoBa Mun3zapasa
Poccun u I'BY3 «I'’Kb Ne31 um. akagemuka .M. CapenneBoi» /[3M, a Taxke Ha 56th
ERA-EDTA Congress (bynanemt/Benrpus, 2019), 18th European Congress of Internal
Medicine (JIuccabon/Ilopryranus, 2019); Heart Failure 2019 and the World Congress
on Acute Heart Failure (Aduns/I'perus, 2019); PoccuiickoMm HanuoHaIbHOM
koHrpecce kapauosoroB (ExarepunOypr, 2019); XIV, XVII, XVIII MexnyHapoaHbix
[TuporoBCKUX HAYYHBIX METUIIMHCKUX KOH(PEPEHIUSIX CTYJCHTOB U MOJIOJBIX YUCHBIX
(Mocksa, 2019, 2022, 2023), X nay4yHo-nipakTuyeckoil koHpepenimu «HectepoBckue
yteHus» (MockBa, 2022), MexayHapoJHOW akageMU4ecKOl KOH(MEpPEHIUU MEXKIY
[[3unuabckuM yHuepcuteroM (KHP) u PHUMY um. H.M. IluporoBa «AMuiionnos
cepaua» (MockBa-1[3ununs, 2022), |l Poccuiickom ¢opyMe ¢ MexXIyHAPOIHBIM
yuactueMm «lIponudepatuBHbiit cuaapom B Ouosiornu u meauruHe» (Mocksa, 2022),
X1l Beepoccuiickom koHrpecce «/lerckas kapauonorus 2022» (Mocksa, 2022), 12-it
MEXBY30BCKOM KOH(EpeHIIMU MOJIOABIX Bpaueil-ucciuenonareneil «lIpodunakruka u
JIeYEeHUE CEepAEeUHO-COCYUCTHIX 3a00JIeBaHMI», MOCBALUICHHON MaMSTH 3aCIy>KEHHOTO

Bpaua Poccuu npod. U. U. Yykaeroit (MockBa, 2023, | MecTo B KOHKYpCE MOJIOJBIX



12

YUEHBIX).
JIMYHBIA BKJIAJ aBTOPA

ABTOpPOM JIMYHO MPOBEJIEH HAOOP MAIMEHTOB, KIMHUYECKOE U UHCTPYMEHTAIbHOE
(OKT', DXOKT', xontepoBckoe MoHutopupoBanue IKI' - XM DKI') obcnenoBanus,
3a00p ¥ 00paboTKa Pe3ylabTaTOB OMOXMMHUYECKHX, T€HETHUYECKUX, (PepPMEHTATUBHBIX
UCCJIEIOBAHUM KPOBHU TAIMEHTOB B IPYIIE MPOCHEKTUBHOIO HAOIOJAEHUS. ABTOPOM
BEITIOJTHEH PETPOCTICKTUBHBIA aHAIN3 MEIUIIMHCKOW JTOKYMEHTAIMH, CTaTHCTHYECKas
00paboTKa, pe/ICTaBlIEHUE Pe3yJbTaTOB, COMOCTABJICHUE C paHee OMyOJIMKOBAaHHBIMU

paboTamu.
CooTBeTCTBHE TUCCEPTANNH MACTOPTY CHEHATBHOCTH

HayuHble TOJIOXKEHUSI OHCCEPTALMM COOTBETCTBYIOT NACIOPTY CHENUAIbHOCTU
«3.1.20. Kapauonorus». Pe3ynbTaThl NpOBEIEHHOW pabOThl COOTBETCTBYIOT OOJACTH
HCCJICIOBAHUS CIICIIMAIbHOCTH, @ UMEHHO nyHKTam 4, 11, 13, 15, 18 nacnopTa Hay4yHOMU
cneruanbHocT «Kapauonorust (METUIIMHCKUE HAYKH )».

I[My0imkanum no TremMe JUCCePTaluu

[To Teme nuccepramuu omyOMuWKOBaHBI 16 HaydHbIX PabOT, U3 HUX 6 cTaTei
OIMyOJIMKOBaHbI B XypHaslax, pekoMeHaoBaHHbIX BAK npu Muno6pnayku Poccun, 7
cTaTeil B KypHajaX, MHICKCUPYEMBIX B MEXIYHApOJHYI 0a3y aHHBIX U CHCTEM
uTUpoBaHus (Scopus), monydeHo 1 CBHIETEIBCTBO O TOCYJAPCTBEHHOM perucTpaIuu
0a3el ma"Helx Ne 2022622513 ot 17.10.2022 «ba3za maHHBIX B COOTBETCTBUU C
kiaccudukanuent nHGUILTpaTUBHBIX 3a00neBanuii cepana - MORAL-STAGE»

O0beM M CTPYKTYpa AMCCEPTALMH

Pabota cocTout u3 BBeneHus, 4 riaB (0030p AUTEPATYpbl, MaTepUabl U METO/IBbI,
pE3ybTaTHI, o0OcyXieHue), BBIBO/JIOB, MPAKTUYECKUX pEKOMEHAAIUMI,
oubsmorpaduueckoro CHucka, BKjIwoyaromero B ceds 206 ucCTOYHMKOB: 23
oTeueCcTBEHHBIX U 183 3apyOexxHbIX, U mpuiiokeHus. {uccepramus uznoxena Ha 190
CTpaHMIIAX, WJUTFOCTPUPOBaHa 26 pucyHkamu U 22 Tabmunamu. Jluccepramnms usioxxeHa

Ha PYCCKOM SI3BIKE.
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I'TABA 1. OB30P JIUTEPATYPHBI N3C

Tepmun "uHQUIbTpaTHUBHBIC 3200JI€BaHUA cepAaLa’ T. BIEpPBbIe MPeIIokeH B 1997
Kushwaha S. u coaBT., KOTOpble BKIIOYHJIM B HEro 5 HO30JIOTHUH: aMHUIIOUJIO03,
capkou03, 6osie3Hs I'ormre, 6ose3nb ['ypiepa, xkupoByro HHGUIBTpaIuio cepamna [127].
BriocnencrBuu HezaBucumo apyr ot apyra MouceeB B.C., Braunwald E., Sewald J.,
Madan N. 1 coaBT. IONOJHUIU MepeyeHb 3abosieBaHui, Bxoagmux B rpymnmy M3C
(Tabmuma 1) [12, 50, 139, 184]. B nacrosmiee Bpemss k M3C oTHOCHTCS TOpakeHHE
ceplilla TMpU aMUIIOMJI03aX, CApPKOMI03€, TeMOXpoMaTo3e, OOJE3HSIX HaKOIUICHUS
riiMKoreHa, 6osie3nu Padbpu, BaCKyJIUTaX, aCCOIMUPOBAHHBIX C AHTUHEUTPODUITEHBIMU
nurorasmatudeckumu antutenamu (AHIIA-accounnpoBaHHbIe BACKYJIHUTHI), aTAKCUU

Opuapeiixa, MyKomoIrcaxapuao3ax, okcanose, oonesnu ['ome u ap. [12, 50, 127, 139,

184].

Tabmuna 1. Ctpykrypa U3C [12, 50, 127, 139, 184]

ABTOpEI Kushwala |Braunwald | Sewald J. u |Mowucees | Madan N. u
S. u coant. |E. u coaBr. COABT. B.Cu COABT.
COABT.
Ton 1997 2001 2010 2011 2020
Amunonnos + + + +
Caprongo3 + + + + +
I'emoxpomaros + + + +
bonesnr ®abpu + + +
bonesns [ome + +
Myxkononucaxapuio3 |+ (0oJe3Hb + (BCe THIIBI) + (BCe THIIBI)
bl I'ypnepa-
tut |)
bosne3nn HakonneHus + + + +
IJIMKOTeHA (Bce Turmnbl) | (00€3HB (Bce (6071e3HB
Janona) THIIbI) Jlanona)

Okcano3 cepaia + +
Atakcus @pupapeiixa + +
AHIIA- + +
aCCOLIMMPOBAHHbBIE (rpanynemMaro (rpanynemar
BaCKYJIUTBI 3 Berenepa) 03 Berenepa)
DHIOMUOKApIaIbH +
bIe 00JIC3HU
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ABTOpBI Kushwala |Braunwald | Sewald J. u |Moucees | Madan N. u
S. u coant. |E. u coaBt. COABT. B.Cu COAaBT.
COABT.
Panmnanmonnoe +
MopakeHUe
MeracTaTuueckoe +
MOpaKEHUE
Kuposas +
UHOUIBTpAIHS

1.1. Onuaemuosaorusa U3C

YacTtoTa JUArHOCTUKM MOXET HE B TIOJHOW Mepe OTpaxkaTh HCTUHHYIO
pacnpoctpaneHHocTh M3C. B 3aBHCMMOCTHM OT HO30JIOTHHM, CTPAaHbl M 3THHYECKOMN
MPUHAJJICKHOCTH AMUIEMUOJIOTUUECKUE JaHHbBIE 3HAYUTEIHHO BaphUPYIOT.

Omuaemuoiorus M3C B crpanax 3amagHor Espomsr [133, 168, 190, 200, 202],
Asum [107, 179], CHIA [44, 91, 105, 161, 197] npencraBiena B Tabmune 2. Ha
teppuropun PO u BreTHama B HacTosliee BpeMsl CBEICHUW O YaCTOTE JUArHOCTUKU
N3C wne pnocratouHo, Mano pedepeHCHBIX IIEHTPOB, IEHTPOB JIHATHOCTHUKUA U
HaOJIIOICHUS 32 MalueHTaMu. TeM He MeHee pe3yJbTaThl €IMHUYHBIX OIyOJIMKOBAHHBIX
B PO uccnenoBanuii roBopAT 00 OTHOCUTENIBHO BBICOKOW 4YacTtoTe amuiiouaosa. Ilo
JAHHBIM OJHOW W3 PaboT, B KOTOPTE MAIMEHTOB POCCUMCKOW MOMYJSIHUA Ha OO
ATTR-amuiionzo3a B CTPYKType XPOHHYECKOM CEpACYHOW HEAOCTATOYHOCTU C
coxpaHeHHo# (ppakiuei Beiopoca (XCHc®B) npuxoaurcs 4,6% [5].

CxpununroBeie wucciaegoBanuss B CIIIA mokazanu, 4TO pacnpoOCTPaHEHHOCTH
oonesnn ®Padpu cocrapisger 1:3000 HOBOpokaeHHBIX [105]. YacroTa BBISBICHHUS
oone3nun dabpu cpenu MaMEHTOB ¢ yTojmieHueM cteHku JIDK HescHo#t sTHONOTHM B
FOxHo# Kopee cocrasisier 4,6-18,8% [179]. [Topaxenue cepana npu 6one3nn Dadpu
BCTpPEUACTCsI HEPEAKO, OJTHAKO, €r0 TOUHAS YacTOTa MaJio U3ydyeHa.

[lopaxkeHue cepala XapakTepHO ISl BCEX THUIIOB MYKOMNOJHUCAXapUI030B C
TOMO3UTOTHBIMA M T€MHU3UTOTHBIMH MMAaTOTeHETHUYECKMMH BapuaHTamu [46]. lanHble 0
YaCcTOTE TMOPAXEHUsI CepAua Yy TCEeTePO3UTOTHBIX HOCUTENEH MYTAaHTHOIO TeHa

MYKOTIOJIMCAaXapu103a B JIUTEPATYPE OTCYTCTBYIOT.
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Tao6mumna 2. Duuaemuonorus M3C [44, 91, 105, 107, 133, 161, 168, 179, 190,

197, 200, 202]

boie3np Ctpana, rosi/rpyrnma naueHToB Pacnipoctpanenn | 3abomeBaemoc
OCTh Th
AmMunonios Hanns, 2013-2017, >65 net 3,56/100
cepaia TBIC.4EJI/TO/
CILIA, 2000-2012 8-17/100 18-55/100

ThIC.4ETl. TBIC.4€JI/TO/

ATTRwt- [IBserus, 2010-2018 1:6000

Amwiionzio3

cepara

AL-amuionmos

TaiiBaus, 2016-2019

0,15-0,19/100

cepara TBIC.4E€JI/TO]T
['emoxpomaTo3 Cesepnas Espora, 1997 1:250 HaceneHus
I'emoxpomaTo3 CHIA, 2012-2014, cpeau nanueHTOB 27,8%
cepama C TEMOXPOMaTO30M
Bonesns ®@abpu | CIIA, 2013, cpenu HOBOPOXKIECHHBIX 1:3000

EBpomna, 2001-2010, cpean MomoabIX 05-1,2%

MAIUEHTOB C HHCYJIBTOM
HOxxnas Kopes, 2012-2014, npu 4,6-18,8%

yronieHuu crenku JIK HesacHoi

ATHOJIOTUHU
Capkounio3 Mocksa, PO, 2012 2,85 (1,8-8,2) na
100 ThIC.uEN

CIIA, 2013, cpenu 17,8 na 141,4 va 100

adpoamMepHUKaHIICB 100 ThIC.yEN TBIC.4EJI/TO/T
Capkou03 I'mo6anwho, 2021, cpeaut GOJIBHBIX € 5-10%
cepaua CUCTEMHBIM CapKOMJI030M
Myxkononucaxap CIIA, 1995-2015, cpeau 0,27 Ha 0,98 Ha 100
HUJI03BI HOBOPOKJICHHBIX 100 TBIC.UEN TBIC.Y€EJI/TO

CHUCTEeMHBII CapKOUI03 TIOpaKaeT IO MOJIOJO0r0 BO3pAcTa M KCHIIUH CTapIie
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50 mer [101, 114, 169]. B CIIIA pacnpocTpaHEeHHOCTh CapKOUA03a CpPeIu
appoaMepHKaHIieB coctaBiaseT 17,8 wa 100 teicuen [83]. duHCKOE KOrOpTHOE
HCCIIeIOBAaHUE MOKA3aJI0 SKCIIOHEHIIMAIBHBIA pOCT B TeueHue 25 et (¢ 1988 mo 2012
IT.) €XKEroJHON 4acTOThl JMArHOCTUKH capKou03a cepAaua ooiee yem B 20 pa3. B 2012
r. oHa cocraBuia 2,2 Ha 100 Teic. B3pocibix [114]. ITo muenuio Kypanoc B. u Illapma
P., yacToTa KJIMHMYECKH SIBHOTO CapKoHa03a cepiaua cocraBisier 5-10% ciydaeB
CHCTEMHOTO capkomjgo3a [123], Torma kak mpu ayTONCHH WU BH3YAIH3HPYIOIIUX
UCCJIEIOBAHMSIX JTOKA3aTENbCTBA MOPAXKEHUS Cep/llla BBISIBIUINCH y 27- 50% nanueHToB
[193]. Pacnpoctpanénnocts capkougo3a B Mockse Ha 2012 rox cocrarmsia 2,85 Ha
100 thIc. Hacenenus [17]. YacTora mopakeHUs cepiia Cpeiy MaUeHTOB ¢ CUCTEMHBIM
capkon1030M B Poccun Mano n3yueHa.

Ony0MKOBaHHBIC AIIUAEMUOJIOTHYECKUE HUCCIIE0BaHUS AHIIA-
aCCOLMUPOBAHHBIX BAaCKYJIMTOB B OCHOBHOM OIIMCBHIBAIOT CHUTyaluio B EBpore,
BenukoOputanuu u Anonuun. 3aboneBaemocts kosediercs ot 0,05 mo 2 na 100 ThIC.
HACEJICHHUs C PacHpOCTpaHeHHOCThIO OT 2 1o 42,8 Ha 100 ThIC. Hacenenus [122, 145,
164]. Iopaxenue cepaiia ObLI0 0OHAPYKEHO Yy 36—61% MalMEHTOB ¢ TPaHyJIEeMaTO30M
Berenepa nipu sxokapauorpaduu u MPT cepaua, y 40-60% nanueHToB MpU ayTONICUH
[162]. YV 6oabHBIX C TOpak€HHUEM Cepjlla JICTAIbHOCTh Obliia 0ojiee BhIcOKOU (46%),
yeM y OoibHbIX 0e3 Hero (39%) (p=0,02) [117]. Borieuenue cepama ObLIO
3aperucTpupoBaHo y 28-62% maiueHToB ¢ 203MHOMUIBHBIM TPaHYJIEMaTO30M C
nonuanruuToM [58, 102]. HeoOxoaumo paHHee BbISIBICHHE MOPaKEHHS CEepAla MPH
AHIIA-accounrpOBaHHBIX BACKYJIUTAaX, KOTOPOE MOXKET BIUATH HA IIPOTHO3 MALIMEHTA.

1.2.  Kaaccudukanuu U3C

Oowenpunsaroit knaccuduxarmu M3C B HacTofAllee BpeMs HE CYIIECTBYET.
Sewald J. u coast. B 2010 roay pazuenwnu MU3C Ha nBe rpynmsl: 1) nHGUIBTpaTHUBHBIC
KMII, nmutupyromue 'KMII nnu runepronudeckoe cepaiie, U 2) HHGHUIbTpATHBHBIC
KMII, nmMutHpyromue HIIEMUYECKYIO WIM HEUIIEMHYECKYH auiaTanroHHyro KMII
[184]. Dta ¢enorunmueckas kiaaccupuKkaius OMUCHIBaeT OCHOBHBbIC (opmbr U3C,
OJITHAKO, OHA HE SABJISIETCS BCEOOBEMITIONIEH.

B 2022 roay Paldino A. u coaBT. moka3anu, uyto kiaccuduranus KMII Ha ocHOBe
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TeHOTUIIA TO3BOJSIET CTpaTU(GUUUMPOBATh PHUCK Jyylle, YeM KiIacCHU(pUKaius,
yuuThiBatomas Toibko ee (denorun [155]. bBeictpoe HakomieHWe 3HAHUH O
TEHETUYECKUX MYTAlMSIX, I[aTOT€HETUYECKHMX MEXaHMW3Max MOpaXkeHUs cepaua Hu
JIPYTUX OpraHoB, HOBBIX MeToaax wuccienoBanuss u yedeHuss M3C TtpebGyer HOBOI
YHHMBEpPCAJIbHOU KilacCU(UKALUK, KOTOpas Morjia Obl ONMUCaTh 3TUOJIOTHIO, (PEHOTHII,
PHUCK CEpJICYHO-COCYIUCTON CMEPTH, BO3pacT Ae0r0Ta U Apyrue OCOOEHHOCTH TEUEHUs
3a00J1€BaHUS.

1.3. Kaununveckue npuznaku U3C

VY nanuenToB Monoaoro Bozpacta M3C B 0CHOBHOM 00YCIIOBIIEHBI T€HETUYECKUMU
aHOMAJIUSIMHM, KOTOpPBIE MPUBOJAT K Pa3BUTHIO (PUOpPO3a, aHOMAIBHOIO OTJIOKEHUS
OEKOB WJIM TIJIMKOT'€Ha, MNIMKOC(UHIOIUNNAOB, TIiMKo3aMuHoraukaHoB (I'AD). VYV
IIaIMEHTOB B BO3pacTe crapiie 65 JIeT caMbIMHA 4acThIMU npuunHamu paszputus MU3C
ABJIAFOTCS aMUJIOMJI03, TE€MOXpOMAaTo3 M CapKOWI03, B T.4. HE CBS3aHHBIE C
T'eHETHYCCKUMHU MyTanusMu [157].

Knunnueckass kaptuna WM3C Hecneuudpuuna. HN3C  MoryTr mposiBASTHCA
cumnrTomamu U npuzHakamMu XCH, B T.4. OJBINIKOM, CHMKEHHEM TOJIEPAHTHOCTH K
¢bu3nueckoil Harpyske, MnepupepuuecKkuMu OTeKaMHu, HaOyXaHHEeM IIEeWHBIX BEH,
renaToMerajiueil, Tuapornepukapaom, acuuToM. OIHAKO, 3TH MPOSBICHUS XapaKTEPHBI
JUI TIO3AHMX cTanui 3aboneBaHus. Ha Oosee paHHUX CTaausX NOpaKeHHE cepaua
MOKET ObITh MEHEE BBIPAKEHHBIM HIJI O€CCUMIITOMHBIM.

N3C B OOJNBIIMHCTBE CIy4yaeB SIBISIIOTCS YaCThbIO CUCTEMHBIX 3a00JIeBaHMM, MpU
KOTOPBIX B MAaTOJOTMYECKUU MPOLECC BOBJIEKAIOTCS MOYKH, MEYEHb, KOXKAa U HEPBHAs
cucrema [3, 4, 20, 22]. Ha MyjJbTHCHCTEMHOCTh NATOJOTHH (HAJIWYHE TIYXOTHI,
CJICTIOTHI, AUCMOP(PHH, YMCTBEHHOM OTCTAJIOCTH, UMIIOTEHIIMU U T.I1.) MOTYT YKa3bIBaTh
caMU MAalMeHTbl, UX POACTBEHHUKH WM Bpauyu Npu (U3HKAIBHOM O00CIIeIOBAaHUU.
BrisiBnenue crnenuuuHBIX CHMIITOMOB M TPU3HAKOB (aKpomapecTe3uid, CHHApOMa
3aICTHOTO KaHasla, CTeHO3a M03BOHOYHOT0 KaHalla U T.I1.) TpeOyeT TIaTeabHoro coopa
aHaMHe3a  W/WIM  CHEUaJbHOro  J1a0OpaTOpHOTrO  WJIM  MHCTPYMEHTaJIbHOIO
oOcieIoBaHusl.

Hanuuue npuuuH Juist pa3BUTUS rUnepTpodun MUOKap/a He UCKII0YaeT AUArHo3
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N3C. Gonzalez-Lopez E. u coaBt. B 2017 romy moka3zaimu, 4TO apTepUasibHAs

runeprensus (Al) mpucyrctByer y 55% mnamuentoB ¢ ATTR-amuinonao3oMm, Takxke
MOT'YT BCTpEYaThCS Te€MOJMHAMUYECKH 3HaYMMBbIE MOPOoKU aopTtainbHoro (AK, 2,8%) u
muTpaisHoOro Kianana (MK, 6,5%) [95].

[Ipu wmynpTHCHCTEMHOM 3a00eBaHUU (EHOTUIIMYECKAsh JKCIPECCUs TEHOB,
OOyCJIaBIMBAIOLIMX  OJKCTpPAKapAUaJbHOE  TOpaXXEHUEe, YacTo  MIPEAIIECTBYET
KapAHaIbHBIM TPOSBICHUSM. B JaHHOM ciydae posib KapAMOJIOra 3aKIII0YaeTcsl B
BBISIBJICHUM WJIM MCKJIIOYEHUH MOPAKEHUsI CepAlla y MalueHTa, y KOTOpPOTo YKe
MOCTAaBJIEH JHMAarHo3 WHQWIBTPATUBHOrO 3aboneBanus. llpu psge 3a0oneBaHuit
BOBJICUEHHE CepAla SBISIETCS XapaKTepHbIM MpU3HAKOM, Hampumep, npu ATTR-
amuiionsiose, Oonesnn dadpu, MyKomonucaxapumosax, atakcuum Dpeiiapeiixa [163].
BeposiTHOCTP ~ MOCTaHOBKM ~ TPABHJIBHOTO  JMAarHo3a  3aBUCHUT  OT  YPOBHS
HACTOPOKEHHOCTHU KapAKO0JIora, IPOBOASILEr0 00CIeI0BaHHE.

[Topaxenus rna3 Hepenko BoisABIsItOTCA Y nauueHToB ¢ U3C. Ilpu 6oneznu ®abpu
HAOMIOAIOTCS  MYTOBYAaTOE IMOMYTHEHHE pPOTOBHIIBI, TIOMYTHEHHE XpPyCTaJHUKa
(xaTapakta @alOpu), NOBBILIEHHA H3BUTOCTh COCYJIOB KOHBIOHKTHUBBI U CETUATKU;
TaKWe MPU3HAKH XOPOIIO KOPPEIMPYIOT C TSKECThIO 3a00JIeBaHUs M TEHOTHIIOM, MPHU
9TOM 3peHHe 3HaYMTeNbHO He cTpazaeT [20, 77]. [lpu Hanu4yuK TIa3HBIX CUMIITOMOB Y
MOJIOZIOTO OOJBHOTO B COYETAHHUU C MOPAKEHUEM OPraHOB JAPYTUX CHCTEM, TAKUX Kak
KOKHBIE aHTHOKEPAaTOMBI, HEMEPEHOCHUMOCTh JKapbl, aHTHIPO3, CUHIpOM PeliHo,
HeBponaTtus (krydast 00Jib B KOHEUHOCTSIX ), TPAH3UTOPHBIE UIIEMUYECKUE aTaKH, IIyM
B ymax, Auapes W TMpPOTeUHypus, AuarHo3 Oone3Hn Dabpu SBISETCS BBICOKO
BepositHeiM  [20, 77]. B ommume ot Oonesnum Dabpu mopakeHue TIA3 IPH
MYKOIIOJIMCaXapu103ax, BKIIOYAIOIIEE PETHUHAJIbHYIO TUTMEHTHYIO JEereHepaluio,
aHTUOCTIa3M PETUHAIBHBIX COCY/IOB, TIOMYTHEHHE pOTOBHUIBI, OTEK U aTpOoQHI0
3pUTENILHOTO HEpBa, TIJIAYKOMY, MOTYT MPUBECTH K 3HAUUTEIBHOMY YXYIIICHUIO
3peHus. Y MalMeHTOB C MYKONOJUCAXapua03aMy TIJIa3Hble CHUMITOMBI OOBIUHO
COUYETAIOTCS CO CKEJNETHBIMH aHOMAaNUSAMHU (HU3KHI POCT, BaJbrycHas aedopmamms
HIDKHUX KOHEUHOCTE!, KUIeBUAHAS JedopMalivs IPyIHOM KIETKH, CKOJIMO3, AUCTIIA3Us

Ta306e,21p€HHOI‘O CyCTaBa, KOMIIPECCHA CIIMHHOTO MO3ra, CAHHAPOM 3allsICTHOT'O KaHaJia B
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MOJIOJIOM BO3pacTe, TyTrONOIBHYKHOCTh CYCTaBOB) M KJIaIllaHHBIMHU MTOpOKaMu cepana [3,
125].

CnabocTh CKENETHBIX MBI, BCTpPEYAIONIAsiCsi TMpU TMEPBUYHOM HEPBHO-
MBIIIIEYHOM  PAcCTPOWCTBE (HAmpuMep, JABUTATENbHAs aTaKCWs TIPU  aTaKCUHU
Opuppeiixa, mOporpeccupyromias  HENEepPeHOCUMOCTh  (PU3MYECKOW  Harpys3KH,
KOTHUTHBHBIC HAPYIICHUS W MHMTMCHTHBIM PETUHUT mpu Oonesnu Jlanona [2, 62]),
OOBIYHO TPEIIECTBYET KapauaIbHBIM TMPOSBICHUSIM W JOMHHHUPYET B KIWHUYECKOUN
kapTtuHe. OJHAaKO, UHOT/IA OHA MOKET OBITh Maj03aMETHOM, MU CUMIITOMBI TOPAXKEHUS
cepIia MOT'YT IPE/IIeCTBOBATh €€ pa3BUTHIO [2, 56, 72].

[Ipy Hanuuuu y DAUMEHTOB NHIMEHTALMH KOXH, caxapHoro auadera (CJI),
apTpajrud BO BTOPOM M TPETHEM ISICTHO-(PAIIAHTOBBIX CyCcTaBaX KUCTEH, UMIIOTEHIUH,
CHWDKEHUSI JMOug0, ocoOeHHO Tmipu couertanun ¢ cumnroMamu XCH, crnepyer
3a10103pUTh reMoxpomaro3 [74]. O HeM TakXke ClieyeT MOMHUTH MPH T'eaTOMEralTuu
¢ 06070 B MPaBOM Moapedephe, MPU HAIMYUU LUPPO3a, BHENECUCHOYHBIX MPOSIBICHUIM
XPOHUYECKOT0 3a00JieBaHus TieueHH [74].

1.4. duexTpokapauorpagust B xquarnoctuxke U3C

Ha OKI' mpu U3C moryT ompenenatbcs CHIKEHUE BOJbTaxka KoMiuiekcoB QRS.
OHO MOXET OBITh CBSI3aHO C WHOUIBTpAIMENl MHUOKapja (OTJIIOKEHUEM aMUJIOWA,
TJIFOKO3aMUHOTJIMKAHOB, JKelie3a) WIM ¢ OTeKoM Mwuokapnaa (mpu AL-amunoumose
BBIPOKEH OTEK MHOKap/a ¥ HU3KOBOJIBTAXKHBIA MATTEPH BCTpPEUAETCS dYallle, 9eM IPH
ATTR-amunonmose, HeCMOTPsi Ha OOJbIlIee HAKOIUIEHHE aMUJIOWIA IPH ITOCIIEIHEM)
[33, 130, 198].

Cpenu 60sbpHBIX ¢ U3C, moaTBepKaeHHbIM Ouotnicueid, Tobko 60% ¢ AL- u 35%
nanueHToB ¢ ATTR-amunonmozom umenu Hu3kui BosbTax (<5 MB Bo Bcex
oTBeIcHUsAX OoT KoHeuHocTei) [198]. [TockonbKy 3TH KIacCHYeCKHe KPUTEPUU HHU3KOTO
BOJIbTXKa KOMIUIEKCOB QRS 005amaroT HHU3KOH YYBCTBUTEIBHOCTHIO, HEOOXOIUMO
HAWTW JIpyrue KpUTEpUU DTOrO TpU3HAKA, oOO0Jamaronme Oojiee  BBICOKOUH
YYBCTBUTEIBHOCTBIO U JIOCTATOYHOH CIEIU(PUIHOCTHIO C MOCICAYIOMUM BHEIPCHUEM
WX B KJIIMHUYECKYIO TIPAKTUKY

B wuccnepoBannu AL-aMuiiono3a HU3KHM BOJIbTaX, OIPEICICHHBIN Kak
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aMIiuTyaa KoMmmiekcoB QRS 5 MM uiam MeHee B KaXKJI0M OTBEICHUU OT KOHEUHOCTEN U
10 MM uaM MeHee B KaXKJIOM IpeKapAHAIbHOM OTBEIEHUHU, ObUI BBISIBIEH y 27%
OOJIbHBIX, HO MPHU HCTIOJIb30BaHUM HHAeKca CokosoBa-Jlaiiona (3yoerr R B V5 + 3yGen S
B V1) 15 MM uinm MeHee B KayecTBE KPUTEPHUS HU3KOIO BOJIbTaXKa 4YacTOTa €ro
BbIsIBJICHHS cocTaBmiia 84% [55, 198].

CHwxeHue BosbTaka Komiuiekca QRS wyacTo mpenmecTByeT 3HAYUTEIbHOMY
ytommeHuto crenku JIK, Ho pe3ynbTaThl HEKOTOPHIX MCCIICIOBAHUHN TTOKA3QJIH, YTO TPU
reMOXpoMaTo3e U aMUJIOMI03¢ OHO MOSIBIIAeTCS Ha mo3gHux cragusax [33, 130, 198].
OObryHO HaOIIOAAeTCS HUBKHH BOJbTaXX KoMIiuiekcoB QRS B oTBeacHUAX OT
KoHeyHocTel (amrutyna QRS 5 MM miam mMeHee), B TO BpeMs Kak B IpeKapIuaibHbIX
OTBEJICHUSIX BOJbTAX KOMIUIEKCOB QRS HOpMmanbHBIA WM BBICOKHMI. BonbTraskHoe
HECOOTBETCTBUE MOKeT ommuare M3C oT Apyrux NpUYMH HU3KOAMIUIATYIHBIX
nattepHoB DKI', a *MEHHO MepuKapUaIbHOTO WU IJIEBPAIBLHOTO BHITIOTA, OKUPEHUS,
sMbHU3eMbl  JIETKHX, IIHEBMOTOpakca WM MuKcenembl [55, 69], oxnako,
YyBTBUTEIBHOCTD M CIICIIU(PUIHOCTH ATOTO MPU3HAKA HEOOXOIMMO OTPEICINTb.

Yrommenue creHok cepana npu U3C MoxeT ObITh 00YCIOBJICHO BHEKJIETOYHOU
uHbwiIbTpaimein  (mpuw  aMWIOWIO03aX,  CApKOWA03€, TIeMOXpOMaro3e) WU
BHYTPHUKJIETOYHBIM HAKOTUICHUEM aHOMAJbHBIX CYOCTaHIIMWA C yBEeTWYEHHUEM OO0BheMma
KapauoMuonuToB (mpu Oosesnn Pabpu, lanona). B mocimeaneM ciydae, Kak IpH
UCTUHHOHN runeptpodun Muokapnaa y nauueHtoB ¢ I'KMII, B monomoMm Bo3pacte
OTMEuYaeTcs yBelIMYeHHe BoJbTaxka KomiuiekcoB QRS na OKI' ¢ nHapymenuem
penoysipu3aliii, 4YacTO PErUcTpupyercss HajpkenyaoukoBas Taxukapaus (HXXT),
budpusanus npencepauii (PIT), xenynoukoBas taxukapaus (KT) [56, 179, 192].

Ykopouenue uateppana PQ sBisieTcs paHHUM MPU3HAKOM TIOPAXKEHUS CepAlla IPH
oonesun Padpu [180]. Cunapom Bonbda-Ilapkuncona-Yaiita xapakTepeH s
oonesnu ITomme u Gonesnu Jlanona, a mpu I'KMII on BcTpeuaetcst penko [56, 72].
[lpyurHOW  TIPEXKAECBPEMEHHOTO  BO30YXKICHUS  OOBIYHO  SABISICTCS  HAJIMYWE
JOTIOJTHUTENBHBIX IMyTel mpoBeneHus, a npu M3C - uHOUIBTpamusS TITMKOTCHOM
(GbUOPO3HBIX KOJEI[ aTPHOBEHTPUKYJISIPHBIX KJIAMMAHOB (KOTOPHIE B HOPME H3O0JUPYIOT

MPOBEJICHUE WMITYJILCOB OT TpEACepaAuil Ha Kenyaouku). Takue aHoMalbHBIC
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MUKPOCKOIIUYECKUE aTPUOBEHTPUKYJISIPDHBIE COCIUHEHHUS, a HE aHAaTOMUYECKHU
copMupOBaHHbIE 00XOAHBIEC MYTH, MO-BUAUMOMY, 00€CIIEYMBAIOT MOP(OIOTHIECKYIO
OCHOBY MPEXICBPEMEHHOTO BO30YKICHHSI KEITyI0UKOB [72].

Hapymenust npoBogumoctu 4acto BeisiBisitores mpu M3C [100, 198]. B omnom
uccnenoBanun AL-amunonso3a (Nn=344) y nmanueHToB c nopaxeHuem cepana (n=240)
HaOmoaanuch yaiauHeHue wuHTepBasioB PQ, QT u QTc, npoaomKUTENbHOCTH
komiiekca QRS (Bce p<0,05), Oosee BbICOKag  pacHpOCTPAHEHHOCTh
BHYTPIIKEITYI0UYKOBBIX Os1okan (28% mpotus 17%, p-<0,05) [47]. Ipu okcasose cepia
BbIsIBIIsIETCA AU (Dy3HAs 001mMpHas MHOUIBTPALMS OKCAJlaTaMU POBOISIIEH CUCTEMBI
cepiua, MNpuBoAsAnIas K NoJHOM AB-Oiokame M HapylmIeHUSIM SKEIyI0YKOBOMN
npoBogumoctH [30, 186]. Hapyienus npoBOoAMMOCTH BBIABWIINCH Y 75% MAIMEHTOB,
aput™Muu - y 42% mnarueHToB ¢ capkouno3oMm cepiana [110]. ¥V OonbHBIX ¢ aTakcHein
Opunpeiixa umeMus MUOKapja, MaToJOrus HEPBOB U TaHTIIMEB, a TAKXKE U3MEHEHUS
KapJIMOMHOIIUTOB TPEAPACIIONAraloT K JIOKaJIbHBIM 3aMEJICHUSIM MPOBOJAUMOCTUA U
CKJIOHHOCTH K  JKemyJnoukoBbiM  Taxuaputmusim  [100]. YV OGonpHBIX  C
MYKOIOJIMCaXapua03aMu MOTYT PETUCTPUPOBATHCS HAPYIICHUS] BHYTPIKEIYI0YKOBOM
npoBoaumocTy win JKT [183].

[lpu U3C wepenxko BoeisBisgoTcs DI, aHomanpHas Mopdonorus u
IPOAODKUTEIBHOCTD 3yO1a P, oTpaxaromias MeJIeHHYIO IIPEICEPAHYIO IPOBOAUMOCTbD,
NceBAOUH(PAPKTHBIA MaTTepH ¢ Komiulekcamu QS B mepegHuX WM HIDKHUX
OTBEJICHUSX, CHIIbHOE OTKJIOHeHHe ocu koMmiuiekca QRS Bmpaso [69, 198]. IIpu AL-
aMIIION103¢ BcTpedaeTcss (parmeHTtanus komiuiekcoB QRS (3a3yOpuHbl M marTepH
RsR') mpu orcyrcerBun yamuaeHuss QRS m3-3a Hanmuuus objactel Hekpo3a U ¢Gpuopos3a
MHUOKap/a.

VY 6onbubix ¢ U3C yacTo pa3BUBaIOTCS HapylIeHUs pUTMa U MPOBOAMMOCTH, YTO
B CBSI3U C 4YeM Y OOJIbHBIX C apUTMHUSIMHM M OJOKaJaMy CepAlla HEACHOM 3THOJIOTUU
TpeOyeTcs MpoBeIeHne CKPUHUHTA 1711 TOATBEp>KAeHMs niu uckmouenus NU3C.

Hapymennss OKI' y nammentoB ¢ UH3C  gBasoTCS  4acThIMH, HO
HecrenupuueckumMu, a TakoW crhenupuYecKuid MPU3HAK KaK HU3KUH BOJIBTAX

komiiekcoB QRS wumeeT HuU3Kyr0 4yBCTBUTENbHOCTb. C ydyeToM TpeOoBaHUM
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KIIMHUYECKOM MPAKTUKU BaXHO HANTH HOBBIE «KIIIOUM JguarHoctukay Ha OKI[ B 12
OTBEJICHHSIX C BRICOKOUM YyBCTBUTEILHOCTHIO U CIIEU(PHIHOCTHIO.

Xonmeposckoe monumopuposanue IKI .

AB-6mokaner, ®II, Taxm- wu OpaaukapaAuH SBISIIOTCS JTOBOJIBHO YacThIMU
ocnokHenusimu  M3C,  npuBogsmmMu K HEOOXOAMMOCTH  UMIUIAHTAI[UU
KapJIUOCTUMYJISITOpa Wik Kapauoseptepa-nepudpumiaropa (MKI). [Toaromy XM DKI'
nokazaHo mnamueHTam ¢ HM3C, 0coO0eHHO NpH TOJOBOKPYKEHHUAX, OOMOpOKax,
OILYIIIEHUH CepaIICONCHUSI.

Azevedo O. m coaBt. B 2020 rogy mokasany, 4To AuarHo3 Ooiyeznu Dabpwu
MasoBepositeH y nauueHtoB ¢ ['KMII npu orcyrctBum OudacuukyispHod Onokaabl
npu XM OKI' u 6a3aipbHOr0 HUKHEIATEPATbHOTO IO3JHETO YCHJICHUS TaJI0TUHUS
(LGE) mpu MPT [38].

Hannuwme xenymoukoBsix 3kctpacuctos (JKOC) >100 ymapos/cytku Ha XM DKI
HMEJI0 YyBCTBUTEIBHOCTh 67% wu cnemuduunocts 80% s uaeHTUDUKALUH
BOBJICUCHUS CEpJlla y MAIMEHTOB C CHUCTEMHBIM capkomjpo3oMm [64, 110]. B apyrom
UCCIIEOBAHUM CJIeJIaH BBIBOJ O TOM, uTo XM OKI' sBisieTcss MOIIHBIM UHCTPYMEHTOM
CKpUHHMHIA Ha CapKOUJ03 CepAla, C MOMOIIBI KOTOPOr0 MOXHO MPOTHO3UPOBATH
HOJIOXKHUTEIbHBIN pe3yabTaT MPT miin mo3uTpoHHO-3MUCCHOHHOM ToMorpaduu [82].

B wuccrnenoBanun Yamada S. u coaBT. B 2020 roay, ObUIM BBISBJICHBI TSKEIbIC
HapylieHus: BapuabenbHocTH cepaeuHoro putma (BCP) y mamuentoB ¢ AL-
ammionno3om cepaa. CrangaptHoe otkiaoHenrne Bcex uHTepBaioB NN (SDNN),
CTaHJAAPTHOE OTKIOHEHWE S-MUHYTHBIX cpeaHux uHTepBajioB NN (SDANN) Obuiu
3HAUUTEJILHO HIDKE MpH aMumiongose cepamna no cpaBHeHuro ¢ ['KMIT (P<0,001
COOTBETCTBEHHO) [204].

Opnnako, poas XM OKI' B auddepenimansuoit nuarnoctuke U3C u yromnmeHus
creHku JDK npyroi 3THOI0THM OCTAE€TCsl HESCHOM.

1.5. Ixokapauorpadus B nuarnocruxe U3C

OXOKI' mpu M3C yacTto BBIABISET IWIATAIMIO MPEACEPAH, CUMMETPUYHOE
YTOJIICHUE CTEHOK JKETYJOYKOB MPU HOPMAJILHOM WM HEOONBIIOM pa3zMepe/oObeme

JDK, uHorAa - HapyluieHue JIOKAJIbHOM COKPATUMOCTU W/WUJU TEPUKAPAUATbHBIN BBINOT
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[39, 123, 130, 154]. Hapymenne ¢ynkiuu JIIT gacto mabmomaercs nmpu M3C [151].
TpoMOb1 B mostioct JIIT Hepeako BBISBISIOTCA Yy MAMEHTOB C aMUJIOWUI030M CepAla,
Ja)ke IPU CHHYCOBOM putMme [22].

Konnentpuueckas (mceBmo)runeptpodust JDK, wdacto compoBokmaromiascs
¢bubpo3oMm MHOKapaa, HaOmomaercs B OOJBIIMHCTBE CIy4yaeB aMWJIOM03a,
reMoXpoMarosa, okcasosa cepama, oonesnu Padbpu (yaine ¢ Gudpo3oM JIeBOM OOKOBOM
crenku JIDK), arakcun @puapetixa [39, 100, 123, 130, 154, 186]. Ho B psae ciydaes
Opy 3TUX 3a00JE€BaHUAX BCTPEYAIOTCS ACUMMETPUYHOE YTOJIEHUE MEPEeropoKu,
ooctpykuust BOJDK, HopmanbHast ToNMHA CTEHKH, Auiatanus u cHrkenue OB JIDK.
NHorna y mnamueHToB C 0OoJie3Hbl0 Dabpu MOKHO OOHAPYXKUTHh SKCIEHTPUUECKOE
YTOJIICHUE CTEHKU B pe3yJIbTaTe UCTOHUEHUS 0a3aIbHOTO CETMEHTA 3a/IHeNIaTepaIbHON
crenku JIK 3a cuer npeoOiiaganus ¢pudpo3Horo 3amemnienus [3, 39, 75].

Pieroni M. u coast. B 2008 roay cooOIIMIn 0 «OMHAPHOMY MPH3HAKE DHIOKApaa
npu 6ose3nn @abdpu, npu koropom Ha DXOKI' BBISBHIIM TUTIEPIXOTCHHBINA dHIOKAP U
THUII03XOTEHHOE TPOCTPAHCTBO MEXKIY SHIOKAPIAOM W MHOKApIOM, OCOOCHHO 3aMETHOE
B MEXOKeNIynoukoBoi meperopoake (MIXKIT) u Bepxymieuno#t obmactu JDK [132].
Hepenko npu 601e3an @abpu BBISBIACTCS aCHMMETPUYHOE YTOJIICHUE TAMMILIIPHBIX
mprmiiy [150].

[Ipu Mykonosmcaxapuao3ax BO3HMKAeT acuMMmeTpuuyHoe yronumeHune MIKII wu
yTOJIIIEHUE KJIamaHoB cepna [46, 184].

[Ipu capkoumgo3e cepjilia MOKET BCTPEYAThCS aHOMAJIBHOE YTOJIIEHHUE CTEHOK B
24-77% cnyuaes, a taxke ucrondenue MXKII, numatarmus mogoCTe U cUCTOIMYECKas
nucynkuus JDK, HapylieHusl JOKaabHOM COKPaTUMOCTH MHUOKapja 0e3 Mopa)KeHUs
COOTBETCTBYIOIICH KOPOHAPHOW apTepuu, JUCHYHKIMS TAMWUISPHBIX — MBIIIII,
OYaroBble BHYTPHUCEPJCUYHBIC BKIIOUCHHUS, VYTOJIIECHUE OHHAOKApJAa MpeAcepani,
nepukapaudanbhbiid Beimot [57, 108]. Ha done nedeHus KOPTHKOCTEPOUIAMU MOKET
pa3BUBAThCS aHEBpU3Ma CTEHKU BCIEJCTBUE PETPAKIIMU Y4YacTKa TpaHyJOMbI U
¢ubpoza. Pacmmpenne [1DK mokeTr BO3HMKATh Ha TO3AHUX CTaAHMSIX 3a00JICBaHMS,
BEPOSITHO, M3-3a COYETAHUS JICTOYHOW THUIEPTEH3MH M CHUCTOIMYECKOW MUCHYHKIIHH

[DK BcneacTBue ero MHGUIBTPALIUH.
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XOTd MNOpaXEHUEe KIAMaHOB C YTOJIIEHUEM HX CTBOPOK, yroumenue MIIII
SIBIISIIOTCSI PACIpPOCTPAHEHHBIMU M XapakTepHbiMH mnpu3Hakamu mpu M3C [39, 106,
154], oueHka u kiaaccuuKaIus TONMUHBI CTBOPOK KianaHoB U MIIIT nmpu DXOKI B
KIIMHUYECKOW MPAKTUKE OOBIYHO HE MPOBOSATCS.

[Tpu U3C mMuokapa obnagaeT HEOJHOPOAHOW IXOT€HHOCTHIO, UMEET 3E€PHHUCTHIN
OJiecTAIMN BUA MPU aMUJIOUI03€ JTUOO MPUOOpETaeT SpKUE BKIIIOUEHUS - MATHUCTHIN
y30p WIHM «KapTUHY CHEXHOM Oypu» mipu capkomo3e [110, 184]. IIpu okcano3e cepia
NOSIBJISIETCS  MPU3HAK  HEOJHOPOJHOTO  3XO-IUIOTHOTO CBEYEHHUS, OCOOCHHO B
nanmLIIpHBIX MbImmax [30].

Honmneporpadust npu N3C 0OBIYHO BBISBISET TOJBKO JIETKYIO KIIAMaHHYIO
muchynkuuio, yamie nopaxarorcs MK u AK Ha QoHe yronmeHus ux CTBOPOK C
pa3BUTHEM HEJOCTAaTOYHOCTH Wim cteHo3a [46, 123, 130]. Awmacronmudeckas QyHKIUS
oObiyHO Hapymaercs. [lpu okcano3e cepana auacronnyeckas (QyHKIUS OBICTPO
YXYIIIAETCsl C PAa3BUTHEM PECTPUKTUBHOTO Tuma. CHIKEHHE IHMKOBOM CKOPOCTH
paHHETO AMACTOJIMUECKOTO JBMKEHUS (pruOposzHoro konbia MK (e') BbisBIseTCS Ha
paHHMX CTaauAX aMWIOUJ03a CepAlla W HEYKIOHHO YXYJIIAeTCsl TMpPH €ro
IPOTrPECCUPOBAHUU, YTO MOMOTaeT IU(PepeHMpoBaTh AMHIOUA03 CEpllla OT TaKUX
3a00sieBaHUM, KaK KOHCTPUKTUBHBIN nepukapaut win ['KMII, npu koTopbix 3HaueHus
¢' B HopMe win cierka cHmxkensl [198]. [Tpu 6onesnn ®adbpu cHIKCHHE MOKa3aTesei
TKaHeBas jonmuiepoBckas Busyanusamus (TDI) sBnsieTcs HaYaubHBIM TPU3HAKOM
MOpaXEHHUS Cep/iia, KOTOPOE BO3HHMKAET 10 PAa3BUTHSA YTOJIIECHUS MuOKapaa [54].
Pytunnoe onpenenenue nokazareneit DI npu nposenennu IXOKI Heobxoaumo st
panHero BblsiBJIeHUs 00J1bHBIX ¢ U3C 1 OLEHKH UX AUACTOINYECKON (QYHKIIUH.

Metonuka oneHKu aedpopMali MHOKAp/a, MO3BOJISIONIAs BHIIBUTH HapYIICHUE
COKpaleHusa xenyaoukoB a0 cHmkeHus @B JDK u paszsutus XCH, ceiluac akTUBHO
UCCIIeyeTCs JUIsl TMarHOCTUKY aMUJION03a, capKkoui03a cepaua, oonesnu @adpu. [Ipu
aMHUIIOMIO3€ Cepalla HaOIIJacTcs MpU3HaK "amukaabHoe coxpaHenue' («cherry on
top») - 3HauWTeNbHOE HapylleHWe 0a3ajbHON MPOJOJBHON JedopMmarmu ¢
coxpaHeHHeM BepxymieuHoi aedopmarmu [174]. Serra W. u coast. B 2019 roay

BBIABWIIM, YTO METOA BHU3YyaJIM3allMKM CKOPOCTHU )qu)opMaupm MOXXET HCIIOJIB30BATHCA
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st nuddepentmanbHoi auarnoctuku ['KMIT oT yronmenns: CTeHKH jKeTy109KOB Mpr
oone3nn ®adbpu u amminonnosde cepama [180]. Degirmenci H. u coaBt. B 2017 romy
COOOIIMIN O TOM, 4UTO Bu3yanuzamus aedopmanuii muokapaa JIIT u JDK moxer
BBEISIBUTHh CYyOKIMHMYECKYIO auchyHkmuio muokapaa JOK mpum capkommo3e opraHoB
nbixanus [66]. Pe3ynbTarhl, mosiydeHHBIC B TPEABIAYIINX HCCICIOBAHUSX, SBIISIOTCS
MHOTOOOCIIAIOIIUMH, HO CJOXXKHOCTh METO/Aa, TpeOOBaHUS K YJIbTPAa3BYKOBOMY
O00OpYZIOBaHUIO M CICIHAINCTY OrPAHWYMBAIOT €r0 MPUMEHEHHE B DKCHEPTHBIX
HEHTpax.

1.6. MarauTHO-pe3oHaHCHasi ToMorpadus cepana B quarioctuxke U3C

MPT cepaua npeactBisieT coOON «30JI0TOM CTaHIAPT» OMpPEACIICHUS pa3MepOB
MOJIOCTEN Cepjilla, TOJNIIUHBI CTEHOK M CHUCTOJUYECKON (YHKIUU KETYTOUYKOB. XOTS
Yalle BCETro 3TH MOKa3aTeIn yCnemHo u3MepstoTes ¢ nomoinbo DXOKI', B HeKOTOphIX
ciyyasx (Hampumep, NpH MPOTUBOPEUYMBBIX JTAHHBIX OT HECKOJIBKHUX YJIbTPa3BYKOBBIX
UCCIIEIOBAHUM, WA MPU IUIOXOM YJIbTPAa3BYKOBOM OKHE H3-3a KOHCTUTYIIMOHAIbHBIX
ocobeHHoctell manuenta) MPT MoXeT HCHOab30BaThCS KaK YTOUHSIOMIAS METOAMKA.
Kpome Toro, MPT mo3BosisieT olieHUTh U3MEHEHHsI B TKaHu Muokapa [140].

Konuentpuueckas (ncesno)runeptpodus muokapaa JDK ¢ pubpozom
HaOmomaercss B OonbimmHCTBEe ciaydaeB M3C. B ornmume ot AL-amuionjo3a Koraa
KOHIIEHTpUYeCcKasi rurnepTpodus oOHapyxkuBaeTcsi B 68% ciiyyaeB, acUMMeTpUYHAas
runeptTpodusi HauboJiee YacThlil ATTEPH PEMOACIUPOBAHUSA KenynoukoB rmpu ATTR-
kapauomuonatuu  (79%) [140]. Tuneptpoduss npu aMuionmo3e OOBIYHO Ooliee
BBIDOKEHA, YE€M IMpU TUIEPTOHUYECKOW OOJE3HM WIM MOpOKax cepiaua, u Oosee
BeipakeHa npu ATTR, wem AL-amunonnose [140]. B otmuune ot TKMIT unmun npyrux
dbopm uctuHHOM Tuneptpodun, s AL-amMmunonmoza xapakTepHO OBICTPOE YBETUUCHUE
TOJIIUHLI CTEHKHM B TEUCHHE HECKOJBbKHUX MECSIIEB, MPU 3TOM HHACKCUPOBAHHBIM
yJIapHbIH 00beM 0OBIYHO 3HAYNTEIILHO CHIDKEH Ha (hoHe coxpaneHHoi @B JIK [81].

[Tpu uccnenosanuu ¢ LGE npoucxoaut koHTpacTUpoBaHWE MUOKAP/Ia BCIEACTBUE
Hanuuus (uOpo3a W HAKOIUIGHHS] HWHOPOAHBIX CYOCTAaHIMH B MEXKKIECTOYHOM
npoctpanctse [157]. Ilpuuem mis HexkoTopeix M3C CcBOWCTBEHEH CHEHU(HUUECKHIA

XapakTep KoHTpactupoBaHusa. Hampumep, g amwionznoza 310 auddysHoe
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CyOdHIOKapAnadbHOE HaKoIUleHHe BO Bcex cTeHkax JIDK ¢ ObICTppiM BBIMBIBaHHEM
KOHTPAacCTHOTO BEIIECTBA M3 KPOBM B MEKKJIETOYHOM IpOCTpaHCTBO. [Ipemoxena
CUCTEMa OIEHKH KOHTPACTHUPOBAHMS, YUWUTHIBAIOIIAS HAIUYMUE IUPKYJISAPHBIX W/WIH
TPaHCMYpPaJbHBIX yY4aCTKOB B Oa3alIbHbIX, CPEIHHUX M anHMKaldbHbIX cermeHtax JDK, a
TaKX€ HAJIMYKME YYaCTKOB HakoruieHus1 B Mmuokape IDK, koropas mo3Bos€T OTIMYNTD
ATTR ot AL-amMuioun03a ¢ 4yBCTBUTEIBHOCTBIO 82% U criennpuaHOCThIO 76% [75].

CHmxeHue curuana B pexxumax 12 u T2* gBnsercs KOJIMYeCTBEHHBIM MIPU3HAKOM,
MO3BOJIAIOIIMM ONPEIEIUTh YPOBEHb MOPAXKEHHS CEPJLA IO COACPKAHUIO KEJIEe3a B
MHUOKapje mpu remoxpomaro3e [163]. BrisBicHHE capKOWJHBIX TpaHyJlIeM U OTeKa
MEXKJIETOUHOTO MPOCTPAHCTBA B peXMMax 12 TMO3BOJIAET MOATBEPAUTH JMAarHO3
CapKouI03a Ceplilia U OLEHUTh aKTUBHOCTh BOCIIAJIMTENILHOTO Tpotiecca [163].

OtcyrctBue LGE B MXII y MyXuuH ¢ BBIp@XEHHBIM yTonmeHuem crenku JDK
SIBJISIETCS. «KpacHbIM (utarom» Oone3nu Jlanona [79]. [Ipu BeIsBICHUN HEOTHOPOTHOTO
cyosnnokapauansHoro LGE ¢ orcyTcTBHEM mOpa)KeHUs KOPOHAPHBIX apTepuil y
keHumH ¢ mnoxo3penneM Ha ['KMII HeoOXomumo MNpOBOAUTH TIE€HETUYECKOE
TecTupoBaHue Ha Oone3nb JlaHoHa [79]. V manmeHTOB ¢ CapKOHMI030M Cepjla MOTYT
BCTpPEYAThCs pa3HOOOpPa3HbIE BAPUAHTHI HAKOIUIEHUS KOHTPACTHOTO IMpenapara, u3 HUX
Yamie BCEro BCTPEYAETCSs MHOTOOYaroBOE€ «IISITHUCTOE» CyOsNMUKapAMaIbHOE U
MHTPaMUOKapIuaibHOE KOHTPACTHUPOBAHHE B 0a3albHBIX OTIENAaX MEXKKEIyT0UKOBOU
NEPEropoJIKi, HHOTAA C PAcHpOCTpaHEHUEM Ha OTHENbl, MPUJIETallIhe K CTEHKE
IPaBOro  JKEIyAO4YKa, HU)KHEOOKOBOW CTEHKE TMpPU OTCYTCTBHUHM  BOBJICUCHHUS
cyOsHIOKapauaabHbIX oTaeao0B [51]. Ilpu Oone3snn ®adbpu yvacto BeisBisgercs LGE B
0a3aIbHOM CerMeHTE HM)KHEOOKOBOM CTEHKH 3a cuet ¢pudpo3a [160].

Hcrnonb30BaHWE KOHTPACTHOIO BEIIECTBA IPOTHUBOIIOKA3aHO Y MAI[MEHTOB C
pacueTHON CKOpOCThIO KIyboukoBoii (uubTpaimu (CK®) menee 30 mi/mun/1,73 M2,
YTO JA0BOJIBHO YacTo BeTpeuaercs npu U3C. T1-kaptupoBanue — HoBast Metoauka MPT
0e3 BBeACHUS KOHTPACTHOTO TMpermapara, KoTopas IMo3BoJisieT oTauddepeHnupoBaTh
N3C or I'KMIL Ilpu amunounnose cepana yBenuueHue 3HadeHu T1 mosiBisercsa o
yronmenusi crednku JOK wunu BoisiBnenust yuactkoB LGE, 6uomapkepo B kpoBu. C

ITIOMOIIBIO )IaHHOﬁ METOAUKH BO3MOXHO OTCJICKHBATH CTCIICHDb I/IH(l)I/IJ'IBTpaI_II/II/I cepana
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aMIJIOMJIOM U M3MEHEeHHS ee ¢ TeueHreM Bpemernu [198]. Haimuue ydacTkoB ¢ HU3KAM
3HaueHneM T1 Tmpu OTIOXKEHUH COUHTONHMIHUIOB MOXKHO HCIOJB30BaTh IS
nuddepeHnranbHOM quarnocTuku oonesuan @adpu, 'KMII u amunongosa cepana [42].
MPT cepama mo3BoJsieT ¢ BRICOKOW TOYHOCTHIO MPOBOAUTH JAu(hepeHITHATHHYIO
JIMAarHOCTUKY CEPJIEYHO-COCYAUCTHIX 3aboneBanuii, B ToM umcie WM3C. Onnako,
BBICOKasi CTOMMOCTb, CIJIO)KHOCTh METOJla, TpeOoBaHUs K OOOpPYIOBAHUIO U
KBATM(UKAIIMKA OTEepaTopa OTPAaHWYMBAIOT €r0 MPUMEHEHHE B JKCIEPTHBIX IICHTPAx
MOCJIE TOT0, KAaK MMAIMEeHThl MPOIUIA CKPUHUHT IPYTUMU METOJaMu. IJTO TpeOyeT
nmonicka Oolee  JOCTYHNHBIX  METOJOB ~ paHHErO0  CKPUHUHTA C  BBICOKOH
YYBCTBUTEIBHOCTHIO M CIHEIMU(DPUIHOCTBIO, BBISIBICHHUS TPYIIT MAIUEHTOB C BBICOKHM
puckom MN3C, kortoppiM HeoOxoaumo BeIONHATE MPT ceppna, 4To CHMKAeT oOIIue
3aTpaThl HA BEICHHUE MMAIIMCHTOB 1 YBEIMYUBACT YaCTOTY KIIMHUYECKOTO BBISIBIICHHSI.
1.7.  Slnepnasi cuuHTUrpadusi ¥ MO3UTPOHHO-IMUCCHOHHASI TOMOrpadus B
muaraoctuke U3C
CumaTHrpadms MHOKapma ¢ Me4YeHBIMH  (GochaTHBIMH  (OCTEOTPOITHBIMH)
KOMITJIEKCAMH  SBJISIETCSI METOZOM BbIOOpa mipu jauarHoctuke AT TR-amumnongosa
cepaua, npu 3ToM B Poccum u AMepHke B OCHOBHOM HCIOJB3yeTcsa 99mTc-
nupodochar, a B crpanax Espomber — 99mTc-3,3-mudochono-1,2-nmpomnano-
KapOokcuioBas kuciota. CruHTUTpa@UUecKuil MaTOrHOMOHMYHBIA mpu3Hak ATTR-
aMUJIOU03a CepAlla SBISIETCS MHTEHCUBHOE HakormieHue 99mTc-nupodocdara umm
99mTc-3,3-nudocdono-1,2-nponaHo-kapOOKCHIOBON KUCIOTH B MuoKap e [159].
Perugini E. u coaBt. B 2005 roay NpeIOKWIM IIKAITy MOPAXCHHS Cepjia Io
JTAHHBIM CHUHTUTpaduu: crerneHb (: OTCYTCTBHE IMOTJIOMICHUS CEPIEM U HOPMAJIbHOE
MOTJIONIEHUE pedep; CTENeHb |: TMOTJIOMIEHWE CEPALeM MEHBIIE, YeM IOTJIONICHUE
pebpamu; CTeneHb 2: TOTJIOMICHWE CepAIleM C HWHTEHCHBHOCTBIO, aHAJOTUYHOU
NOTJIOUICHUIO pedpamu; CTeNeHb 3: MOTJIOLIEHUE ceplueM OoJiblie, YeM MOTJIONICHHUE
pebpaMu, ¢ yMEpEHHBIM IMOTJIOIIEHUEM WIIM OTCYTCTBHEM MOTJIoIIeHUs pedpamu [159].
B mnacrosimee Bpemss mnpu guarHoctuke ATTR-amumongosza cepjiia HCIONIb3yeTCs
HEOMOTICUIHBIA aJITOPUTM, TMPU KOTOPOM cuuHTUTpadus cepama ¢ audochoHaToM

ABIIACTCI MCETOIOM BBI60pa AL MOTBCPIKACHHA HWIIM HCKIIIOYUCHHA AMWarHosa y
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MAIMEHTOB C TI0JI03PCHUEeM Ha aMuiion103 cepana [89]. Tlpu BeIsSBICHUH CTEIICHU 2 WU
3 mo mkane Perugini Ha cuMHTHUTpaguM ¥ OTCYTCTBUM MOHOKJIOHAIBHOTO Oelika,
ATTR-amumon 03 cepaiia NOATBEPKIeH 0€3 THCTOJIOrMYecKoro uccienoanus. Korma
oOHapy>XKeH MOHOKJIOHAJIbHBIA OCJIOK ¥ BbIsABIIeHa creneHb O wim 1 mo mkane Perugini
HEO0OXOJAMMO MPOBOAUTH TMCTOJIOTMYECKOE MCCIIEIOBAHUE U TUIIMPOBAHHME aMUIIOW[A
[89]. C Touku 3peHuss Mop(doIOroB, TOCTOBEpHAs TUATHOCTHKA aMIJIOM03a 110 3TOMY
QITOPUTMY HEBO3MOXHA. OTOT aJTOPUTM MOYKHO HCIOJIb30BaTh TOJBKO  JIS
MpEeABAPUTEILHON JTMarHOCTUKHU C IIEJIbI0 OMEPEAUTh MPOTPECCUPOBAHUE aAMHIIONA03a
Cep/illa paHHUM Ha3HaYCeHHEM JiedeHus. Ho Bce paBHO MIaHUPOBATH THCTOJOTHYECKOE
MOATBEPKICHUE B JATBHCHUIIICM.

CoBpeMeHHbIE METOJIbI siepHOi Busyanusauuu B auarHoctuke M3C, takue kak
KOMOMHUpPOBaHHAsl IMO3UTPOHHO-3MHUCCUOHHAss ToMorpapus u MPT ¢ 18F-
(bTOPIE30KCUTITIOKO301 HApaBJICHBI HAa U3YUYEHHUE POoJiK BocmaieHus B nmaroreeze NU3C
[60]. Joka3zaHo, uTo Hamu4Me aHOMaJIbHOM Nepdy3uu Ha 0THOYOTOHHON SMUCCHOHHOMN
KOMITBIOTEPHOH ToMorpadd W Ha TO3UTPOHHO-DMHUCCHOHHOW ToMorpaduu mpu
OTCYTCTBUU MOPAKECHUS IMUKAPAUAIBHBIX KOPOHAPHBIX apTEPUid SIBISETCS MPU3HAKOM
mukpococyauctor auchynkumu [60]. Tlpu3Hakum BocmajeHus cepala — paHHUE
MPOSIBJICHUSI TIOPAKEHUSI CEPJIlla MOTYT BBIIBUTHCS B BHUJE (POKATHHOTO TOTJIONICHUS
18F-(TOpae30KCUTITIOKO3BI M TTOBBIIIICHHON WHTEHCUBHOCTH CUTHAJIA Ha T2 ¢ KOPOTKHM
BpeMeHeM nHBepcun [148].

1.8. JlaGopaTopHble uccijenoBanus B quarnoctuxke U3C

CraHgapTHbIC Ja0OpaTOPHBIC MMOKA3aTEIHN MO3BOJISIOT OIICHUTHh HATMYUE U CTETICHD
nopakeHus: opranHoB npu Bcex popmax M3C, HO naHHBIA MeTO] 00JagaeT HU3KOU
cnenuUIHOCTBIO.

1.8.1. Cneuunduueckue kapanaibHble OMOMapKEPHhI

Jlns BBIABJICHUS TOBPEXJCHHUS cepilla Ha paHHEW, OecCMMNTOMHON CTaauu
HE0OXO0IMMBbI 4yBCTBUTEIbHBIC OroMapkepsl. Tpomonun T/l u NT-proBNP sBusroTcs
YaCcThIO JIMAarHOCTHYECKHX KPUTEpHUEB Hanuuus mopaxenus cepama mpu M3C [109,
184]. HopmayibHble 3HAYEHUS JTUX OHUOMApKEPOB MPAKTHUYECKH HUCKIIIOYAIOT

COIMIYTCTBYIOHOICC ITOPAKCHUC CCP/lid, B TO BPECMA KaK IOBBIINICHHBIC MOT'YT YKa3bIBATb
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Ha BOBJICYCHHE Cep/iiia, HO He sBistorcs crnenuduaeckumu st M3C u qomxHbBI OBITH
IOJITBEPIKICHBI TaHHbIMK Bu3yanm3arnuu [109]. OTtu GuoMapkepsl OTPaXKaOT THKECTh
nopaxkenus cepana mnpu amuiaongozax [90, 198], 6oaesuu dadpu [39], ucnonb3yroTcs
JUIS CTpaTU(UKAMKA PUCKA M OIPEACICHHS CTaJuH TopakeHus cepama [97], moryt
OBITh OCOOEHHO TMOJIE3HBI y TMALMEHTOB C IMOBBIIMIEHHBIM pUcKoM pa3Butusi U3C: nmpu
MOHOKJIOHaJbHOM TammanaTuu HeusBecTHoro 3HadeHuss (MGUS) u momo3penun Ha
AL-amuions1o3 cep/ua, Ipu HAIMYUU aHOMAJIbHOTO COOTHOIICHHSI CBOOOIHBIX JIETKUX
nerneu k/A; HocuTeabcTBe MyTanuidi reHa TTR; capkonioze Jerkux U BHYTPUTPYIHBIX
auMdaTHIeCKHX y3JI0B U jip. [198].

NT-proBNP u tpononun | mnoeimatorcs y mnauumeHtoB ¢ M3C Bcrieactsue
MOPKEHUS KapJUOMHUOIMTOB TMpU HWHOUIBTPATUBHOM TMPOIECCE WIA MPSIMOM
TOKCUYECKOM BO3JICMCTBUM aHOMAJbHBIX CyOCTaHIIM Ha MwuoKapa. B omgHom
uccienoBanuu cpeau 152 nmanneHToB ¢ AL-aMuiIon1030M y MaliMeHTOB € MOPAXKEHUEM
cepana yposeHb NT-proBNP nukorna He O6b11 Hrke 97,5 MponeHTHIS 1J1s1 HOPMBI, 9TO
ykaszbiBaeT Ha 100% 4uyBCTBUTENBHOCTH; OoJiee TOro, ypoBeHb NT-proBNP >1285 ur/a
obmagan cneruduuHOCThI0 92% s BhIsABICHHMs mopaxenus cepauna [198]. NT-
npoBNP sBrserca paHHUM HMHIUKATOpOM Juactonuueckod auchynkuumu JDK y
NAIMEeHTOB C IMeperpy3Koit jxesie3oM, Oonesnpo ®adbpu [38, 116]. YBeauuenue NT-
proBNP mnpenckaseiBaer passutrie XCH mnpu amumioumose [198], remoxpomartose,
oone3nn ®adpu [38, 116] u apyrux U3C [64], mosToMy pekOMeHAyeTCS PYTHHHOE
tectupoBanue NT-proBNP Bo Bpemsi HaOIO/ieHUS MAIIUEHTOB C TMarHOCTUPOBAHHBIM
UHQUIBTPAaTUBHBIM  3a0osieBaHueM. HeoObsiCHUMBIE WJIM  HENPONOPLHMOHAILHbBIC
YPOBHU I[UPKYJIUPYIOIIUX HATPUHYPETUUECKUX TENTUIO0B MOTYT TOJTBEPKIATh
KIIMHUYECKOE€ W HHCTPpyMEHTallbHOE mnojo3penne Ha M3C, B 4acTHOCTH, B TpyIIax
BBICOKOT'O PHUCKa, TaKMX Kak Hocutenu myTamui TTR (qubo OGeccumnToMHuble, 1100 ¢
CHUMITTOMaMHU HEHPOIIATHH ), MALMEHTHI ¢ a0pTalbHbIM cTeH030M Wi XCHc®B [94].

TponoHUHBI SABASIOTCS CHEUPUISCKUMHA MapKepamu TOBPEKICHUS MHOKap/a.
MexaHu3Mbl BBICBOOOKIEHUSI TPOTIOHUHOB y TanieHToB ¢ M3C 3aBucAT OT maToreHesa
KOKJ0TO 3a0oJieBaHus. B 1emomM mpoBOCHAIMTENHFHOE WM TOKCHYECKOE BO3JACHCTBUE

AHOMAJIbHBIX CY6CTaHHHﬁ HIM HUX MNOPCAIICCTBECHHUKOB W/ Man MHUKPOBACKYJIApHAas



30

UIIEMUST MOTYT TPHUBECTH K TMOBPEKICHHUIO KapIUOMHUOIIUTOB W BBICBOOOKICHHIO
TPOTIOHWHA. YPOBEHb TPOMOHWHA KOPPETUPOBAT C KIMHUYCCKUMH ITOKA3aTEISIMU
TsokecTd XCH, cucronmdeckort gpynkuuert JOK ¥ TONIMHOW CTEHKH Yy MAIlUEHTOB C
N3C [185]. Otmeueno, uto y namueHToB ¢ M3C TpOmoHWHBI OBUTH TOBBIIICHBI TIPH
ATTR-amumon03e B MEHbIIEH cTerneHu, dyeMm Ipu AL-amuiiongose, HECMOTps Ha
OoJiee BBIpAXEHHOE YTOJIIEHUE CTCHKHW W HapylleHue cucronudeckor dynkiuu JDK
[194]. TponoHHHBI 00JIAIAIOT YYBCTBUTEIBHOCTHIO U clielupuIHOCTEIO 87,5% 1 75,0%
COOTBETCTBCHHO IIPH OIICHKE aKTUBHOCTH capkou103a cepaia [40].

Tporonun T, NT-proBNP Obuin ucnosib3oBaHbl B Kjaccuukanuu Meio mis
OIICHKH CTETICHW TOpaKeHUs cepjia npu AL-amunonao3e u npeniokKeHHONW CHCTEME
s onpenenenus ctaaun ATTR-amunonnosa cepana [90, 198].

B kauectBe OmomapkepoB noBpexzaeHus cepaua npu M3C Obud mpemioKeHbl
TaKkKe aHTHOTEH3UHIIpeBpaIarmi gepment, IgG, mu301UM, pacTBOPUMBINA PEIICITOP
IL-2, OCTEONOHTHH M OCTCONMPOTErepPHH, PACTBOpPUMAs CYMPECCHS OHKOTEHHOCTH 2,
CpPEIHEPETHOHAPHBI  MPOAJAPCHOMEAY/UIMH,  MATPUKCHBIE  METAJLIOMPOTEHHA3HI
CBIBOPOTKM KpOBH, HO Ha CETOJAHSAIIHMK JIeHb HEJIOCTaTOYHO JaHHBIX 00 HuX

JUArHOCTUYECKOM 3HaueHnuu [61, 138, 195].

1.8.2. Cneuuduueckas maboparopHasi JUArHOCTUKA NP To103peHun Ha U3C

AmMuiiono3

Cpenu u3BeCTHBIX B HacTosiIIee BpeMs 36 TUIIOB aMUJION103a MOPaKEHHUE cep/a
HauOosiee yacto HaOmogaerca npu AL- m ATTR-amunongose. Ilpu nmogo3penun Ha
AL-ammion103 HEOOXOIUMO TMPOBOAUTHL HMMYHO(MHKCAITMOHHBIN 3JeKTpodopes
CBIBOPOTKH M MOYH C OMPEICICHNEM CBOOOIHBIX JIETKUX Ienel Karmma (k) u amoaa (A)
B CBIBOPOTKE, Pacue€TOM COOTHOIICHHUS, OIIEHKY DKCKpenuu Oeika B CyTOYHON MoOde.
MoHoknoHanbHass A-TaMMoOmnaTHs TOATBEPKIEHA Npu OTHOmeHHH k/A <0,26, a
oTHOIICHHE K/A > 1,65 CBUIETENBCTBYET O MOHOKJIOHAIBHOM K-rammonaTuu [21, 188].

Cnermudpuueckue Omomapkepsl ATTR-ammiiongoza A0 CUX IMOp HE HAMICHBI.
Pesynbratel uccienoBanuii TpanctupernHa (TTR), sHmorenHoro muranga TTR
PETHHOJI-CBsI3bIBaOIETO Oeka nmpoTuBopeunBsl [34, 198]. Camkenre TTR chiBOpoTKH

npu ATTR-amuion103¢ yKaspiBaeT Ha HeOJIaronpusTHbIN mporyHo3 [198].
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bonesnp ®abpu

bonesns ®abpu sBisercs X-CIEMIEHHON PEIIECCUBHON JTM30COMAIBHOMN O0JIE3HBIO
HakoIyieHusl. BcrencrtBue HEQOCTAaTOYHOM aKTUBHOCTH —aib(a-TallakKTo3uaasbl A,
rioborpuaosuepamua  (Gb3) akkymynwpyeT B pasIWYHBIX KieTkax. Jlmarnos
0one3nu @abpu y My>KYUH MOATBEPK/ICH MPU BBISIBICHUU HEIOCTATOYHON aKTUBHOCTH
0-TaJIAKTO3MJIa3bl B JICHKOIUTAaX WU IiazMe KpoBu [39]. YV ikeHIIMH HEOOXOIUMO
TEHETUYECKOe uccheoBaHue rera o-ranakro3unasbl A (GLA) mockonbKy aKTUBHOCTD
0-TaJIJaKTO3MJA3bl y HHUX MOXET ObITh B mpenenax Hopmbl [84]. B Poccum mis
(dbepMEeHTATUBHON MTUAarHOCTHKHU ObLT BBEICH (hIyOPHUMETPHUCCKUI METO, B KOTOPOM B
KaueCcTBEe MaTepualia JJIsi ONpeaesieHUs KOJIMYecTBa ()epMEHTa HCIIONB3YIOTCS CYXHE
MSATHA KPOBM Ha (QWIBTPOBAJIBHOM Oymare, a He JEHKOIUTApHBIA OCaTOK, YTO
MO3BOJIICT XPaHUTh 00pa3Iel 10 6 MecsIeB Oyaromaps crabumibHOCTH depmenta [20].
Omnpenenenue koHreHTpanuu Gb3 B mia3mMe KpOBU UCTIONB3YETCA 11 OMOXUMUYECKON
JUArHOCTUKH OoJie3Hn Padbpu, HO ATOT METO]I TpeOyeT OOJBIIUX BPEMEHHBIX 3aTpaT; y
KeHIMH ypoBeHb Gb3 B 1u1azMe OOBIYHO HWKE, YeM y MYXXYUH, U HaXOIUTCS B
npeaenax HopMbl. CorimacHo Germain D. m coaBt. B 2022 roay, IJIa3MEHHBIN
rinoborpuaosmwichunrosun (Lyso-Gb3) — nmeamwmupoBannas ¢opma Gb3, Moxker
CIIY’KUTh OMOMapKepOM JUIsl AMATHOCTUKU 00sie3HU Pabpu y TeTepO3UTrOTHBIX KEHIIHH,
a TakKe [Tl TEPareBTUUECKOM OIICHKH U MOHUTOpHHTa [87].

JIx000#1 CKpUHUHT MOpa3yMeBaET MIPOBEACHIE HAICKHOTO, JKEJIaTeILHO OBICTPOTO
U HEJIOpOroro MeToj/ia HMcCleqoBaHusA. BbUIo MpemiokeHo u3MepeHue HaKOIUIEHHOTO
lyso-Gb3 B Moue, HO e€ro HaJEKHOCTh B KadecTBe Omomapkepa Oosiesnn Dabdpw,
0COOEHHO Y JKCHINWH, He Joka3zaHa. CKpHHHUHT TPYII PUCKA YacTO TMPOBOIUTCS MyTEM
MU3MEPEHUS aKTUBHOCTHU O-TAJAKTO3Ua3bl A B TuTa3Me, HO KIMHUIIUCTHI JOJIKHBI 3HATD,
YTO 3TO MOXXET HE BBISBUTH BCE cirydau Ooiyiesan ®abpu. BrlsgBiieHHe HEIOCTATOUYHOMN
aKTUBHOCTH (EPMEHTOB B CYXHX TISITHAX KPOBU MOXKET ObITh OOJiee HaJeKHBIM
METOZIOM CKpUHHMHTa Ha Oone3np ®abpu [84]. Jlns OKOHYATETBHOTO MOTBEPIKIACHHS
JIMarHo3a 1nocje CKpUHUHTa Heo0X0 MM reHeTndeckuil Tect reHa GLA.

Mykononucaxapu03sl

Myxkononucaxapuao3bl BKJIKOYAOT 13  pas3MyYHBIX COCTOSIHUMM, BBI3BAHHBIX
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nedunurom crienuduaeckux pepmeHToB B myTH Aerpaganuu ['Al'. XoTs G0JbIIMHCTBO
THTIOB MYKOITOJIMCAaXapHUI030B UMEIOT MOBBIMICHHBIM ypoBeHb ['Al' B TKaHsX, BKIIOYas
KpOBb U MOUY, UX JUArHOCTUKA 3aTPyAHEHA, MOCKOJIbKY JJIs MPaBUILHON MOCTaHOBKH
JIUarHo3a HeoOxomuMmbl crenuduyueckue (GepmeHTHBIe HccnenoBanus [3, 125]. Jlns
(dbepMeHTHOro aHaau3a OObIYHO MCHOJIB3YIOT KPOBb, UCCIEIOBAHUE CYXHX MSATEH KPOBU
paccMaTpuBaeTcs Kak ~ METOJ ~ CKpUHMHra. ['eHeTHdyeckoe HUCCIeOBaHHE C
ONpENECICHUEM KOHKPETHOM MyTallMd WIPaeT BAXKHYIO POJIb B JHATHOCTHKE,
OOHapy>KEHUH HOCHUTEIIbCTBA, TI'€HETUYECKOM KOHCYJIbTUPOBAHUU,—H ONpPE/IEICHUN
¢denoruna [125]. JlmarHocTrka MyKoIoJMcaxapua03a HAYMHACTCS C U3MEPEHUS YPOBHS
['AT" B Mmoue, najiee mpOBOAUTCS aHANIU3 crielupUUecKuX (PEpMEHTOB, a 3aBEPIIAIOITUM
ATANOM SIBJISICTCS MACHTHU(UKAIIMS MYTalldii; OJHAKO, B HACTOAIIEE BpEMs HapacTacT
TEHJEHUUsI MPOBOAUTH HCCIEAOBAaHUS HAa OCHOBE TI'€HOTWIIA B Haudaje 00CIIeOBaHUS
[125].

VY HocuTene MyTaHTHOTO T'€éHa MYKOIOJHcaxapui0o3a ypoBHU (epMEHTAaTUBHOU
aKTUBHOCTU HUKE€ HOPMBI WJIM B HOpPME, HO CBOMCTBa anb(da-L-uaypoHupasel y HuUX
OTJIMYAIOT OT 30POBBIX JHIl [52]. B eAMHUYHBIX MyOIMKAIMIX TOKa3aHa BO3MOKHOCTD
HaJIM4YMsl Y HUX IPOTPECCUPYIONINX KIMHUYECKUX MPOSBIECHUN B OOPHO-ABUTATEIIbHON
cucreme [98]. OaHako myONMKaMU O TMOPAKECHUHM CEplla Y HOCUTEICH MYyTaHTHOIO
reHa MyKOIIOJIMCaxapu03a B JOCTYIIHBIX HUCTOYHHKAX OTCYTCTBYIOT.

['emoxpomaro3

['enotunupoBanue (rena HFE) mnokazano mnpu 3HAYMTETHHOM TOBBIIICHUU
kodpdunrenta HacelieHuss TpaHceppuHa kenezom  (>45%) wim ypoBHS
ceiBOpoTouHOro (hepputrna (y keHmma >200 Mkr/ia, y myxuudn 300 mkr/m) [184].
HacnenctBeHHbI TeMOXpOMAaTo3 JAUArHOCTUPOBAH NPU BbIsABICHUU reHoTHna C288Y
redsl HFE B romo3urotHom coctosiuuu. Ilpu BeisiBaeHun apyrux renotunoB (C288Y B
reTEPO3UTOTHOM COCTOSIHMU Miu He C288Y) quarHo3 noATBEPAKIAEH MOCIE UCKITIOYEHUS
Opyrux 3a00JeBaHUl MMEYeHH WM KpOBU (IIPU HEOOXOJMMOCTH MPOBEICHHUE
NYHKIMOHHON Owoncum teueHun) [184]. DddekTuBHOCTH Kene30XenaTHpYoeH

Tepanuu MOKHO OIIEHHUTH 110 OTIPE/ICTICHUIO YPOBHS (DeppUTHHA B CHIBOPOTKE KPOBH.
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bone3ns /lanoHa

Y MMalECHTOB C 00JIC3HBIO JlanoHa OTMEYaeTCs MOBBIIIICHUE
kpeatuHdochokuHazsbl, TPONIOHUHA, acnaptatraMHHOTpaHcdepasbl,
alaHMHAMUHOTpaHC(epas3pl,  JIAKTATJAeTHApOoreHassl  [56, 72].  JlaboparopHsbie
JMAarHOCTUKH 00Je3HU [laHOHA BKITIOUAIOT OTpeE/IeieHHe aKTUBHOCTH (DepMEHTa KUCIION
MaibTa3bl,  BBIABICHUE  BAKYOJSPHbIX  IPU3HAKOB B  CKEIETHBIX  WIIH
HIOMHUOKApIUANbHBIX Ouomnratax, Aedumnura Oenka LAMP-2 B neiikonurax,
reHeTnyeckoe wucciaeaoBanne rema LAMP-2 [2]. LAMP-2 BxXxoaur B cOCTaB
TEHETUYECKUX MaHeled, MCHOoJIb3yeMbIX Npu mnonao3peHnn Ha KMII wnm ckenerHyro
Muonatuio. ['eHeTndeckoe wuccieaoBanue reHa LAMP-2 mnpeactBiasier coboi
pacrpoCTpaHEHHBI U MEHEE WHBA3WBHBIA METOJ, WUCIOJIb3YyEMBI MPU JUATHOCTUKE
Oone3nu [lanona [2].

bosesns [lomrie

[Ipu Oonesnn Ilomme B OHMOXMMHYECKOM aHAJIM3€ KPOBU HAOIIOJACTCS
yBenuueHus chiBoporoyHoit KOK B 2-10 pa3, mpu mmanenuyeckoi popme - no 2000
ME/n; yBenuuenue acnapTraTamuHOTpaHchepasbl, alaHMHAMHUHOTpaHChepasbl W/WiH
JAaKTAaTIETUAPOTEHA3bI CBSA3aHO C Mpoiieccamu Muom3a [121].

Knuauueckuit  nuarHo3 — TpPaJMIIMOHHO  TOATBEpXKAaeTcss  (HaKTUYECKUM
OTCYTCTBUEM TIpH MIAJeHYECKOW (opmMe WM 3aMETHO CHIKEHHOW aKTUBHOCTBIO
kucion anbda-riaoko3unasel (GAA) npu GpopMe ¢ MO3IHUM HAYaJIOM B TKAHSX, TAKUX
KaK KyJIbTUBUpPOBaHHBIE (UOpOOIACTBl U3 OWONCUU KOXH, OHOICUM MBIIIII,
OUUILCHHBIX JTUMQOIMTOB, MOHOHYKJIEAPHBIX KJIETOK W JUHUN JTUMQPOUIAHBIX KIETOK
[121]. Ompenenenue aktuBHOCTH GAA B CyXUX MATHaX KPOBU SIBJISICTCS HaJlC)KHBIM
METOJIOM, KOTOPBIN HE TOJIBKO MOAXOAUT JIJIsi CKPUHUHIAa HOBOPOXK/ICHHBIX HAa HAJIIMYHE
oone3nu Ilomme, HO Takke TMpeACTaBIsIET CcOOOM OBICTPHI  HEWHBA3UBHBIN
JMArHOCTUYECKHUM TECT TIEPBOTO YPOBHS IS UCKItoUeHUs 6ome3nu [lomme y B3pocibix
[121]. Ompenenenne aktuBHOCTH GAA B CyXuX MATHAX KPOBU SIBJISIETCS HaJCKHBIM
METO/I0M

AHan3 TeTpacaxapuja TIJIOKO3bI B MOYE PEKOMEHIYETCSs B KadecTBe

HECWMHBA3MBHOI'O BCIIOMOI'aTCJIBHOI'O AHMArHOCTHYCCKOI'O TECTa Ha 6oxe3unr Ilomne. B
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coueTaHnu ¢ aHaiau3oM Qepmenta GAA B CyXux NSTHaX KpPOBH JAMArHOCTUYECKas
YyBCTBUTEIBHOCTh Onu3ka kK 100% st mmamenueckoir (opme Oomnesnm [lomme. B
PaBHOM CTEMEHU BAXKHO OTMETUTH, YTO OTPUIIATENIbHBIE PE3YJIbTaThl O0OOUX TECTOB
MOYTH HAaBEpHSIKAa MCKIIOYAIOT JMAarHo3 MJjaaeHdeckoro tuma Oonesnu Ilomme u
YCTPAHSIIOT HEOOXOAUMOCTh B 00JIee MHBA3UBHBIX WM TPYAOEMKHUX MPOLETypax, TAKUX
KaK OMOTICHsI KOKU Mt My [19].

B To Bpems kak aHanmM3 aKTUBHOCTH (DEPMEHTOB OCTAETCSA MPEAMOYTHTEIHHBIM
JMAarHOCTUYECKUM TecTOM Ha 0ose3Hb [lomrie, reHeTHMueckoe TEeCTUPOBaHHE HUIpaeT
BaYKHYIO POJIb B BBISIBJICHUH HOCHTEJICH MyTaIlMK IPU CEMEWHOM cKpuHHHTE [19].

Huarnoz W3C sBasercs ClOXKHOM 3ajadyedl u3-3a €ro (PeHOTUIMUYECKOU
reTepPOreHHOCTH, MOJIUOPTAaHHOCTH TOPAXKEHUsSI, OTCYTCTBUS €IMHOTO0 HEMHBA3UBHOTO
JUArHOCTMYECKOTO  MHCTPYMEHTa W OTPAaHWYEHHOW  OCBEIOMIIEHHOCTH |
HACTOPOKEHHOCTH Bpayeil. HenaBHue vccieoBaHusl MOCTABWIN IO COMHEHHUE JOTMY
o N3C kak o peakoM HEM3IeUMMOM 3a00JI€BaHUU, ObLJIa IEPECMOTPEHA ATUAECMHUOJIOTUS
U TEpareBTUYECKHE BO3MOXKHOCTH ITHX COCTOsSHMH. HecBoeBpeMeHHass MOCTaHOBKa
nuartoza M3C MoxeT oka3aTh CEpbE3HOE BIMSIHHUE HA UCXOJ] 3a00JIeBaHUS, MTOCKOIBKY
MOTEHIIMATBHO CIACAIONIee KU3Hb JieueHHe (B YaCTHOCTH, (pepMeHTO3aMecTUTEIbHAS
tepanus (O3T) npu Mykomoaucaxapuao3ax, 0ose3nn ®adpu) MOKET ObITh MIPOMYIIICHO
WIN OTJOXKEHO BO BpeMeHHU. UTOOBI MOJYyYUTh CBOECBPEMEHHYIO HICHTU(PHUKAIIUIO,
BpayM, NOTCHIMAIBHO cTONKHYBIHECS ¢ M3C, 10oMmKHBI OBITH B COCTOSIHUHM Pacrio3HATh
KIIMHAYECKUE MapKephl, MOOYKa0IIKe K CIIeIMAIbHON JUarHOCTHYECKOM padoTe.

B nutepapype ObLIM OnMUCaHbl HEKOTOPHIE XapaKTEPHBIE CUMIITOMBI U TPU3HAKH
N3C, HO WX auarHocTuueckas 3HAYMMOCTh HEO0OXOAMMa MPOBEPSTh B PeabHOU
npaktuke. Tem Oonee Takue kinuHmdeckue mpuszHaku M3C B Hacrosiiee Bpems
BBIIBIIIFOTCS. OOBIYHO Ha TO3JHUX CTaausX 3a00JIeBaHUSA, IO3TOMY HEOOXOIUMBI
yCWIHSI TIO TIOMCKY HOBBIX WHCTPYMEHTOB JJII paHHEW JMArHOCTUKUA. buomapkepbl
MOpaKCHHsI CEpJilla, BEPOSITHO, OyIyT TMOJIE3HBI, XOTS B HACTOAIIEE BPEMs HMEETCS
MaJjio JaHHBIX 00 WX WCITOJIb30BAHWU JIUII CKPUHUHTA Y JIWII U3 TPYII pHCKa. bymymiue
WCCJIEIOBAaHMSI TakXKe JIOJDKHBI OBITh HAMpaBlieHbl Ha BBISIBJICHHE OCOOCHHOCTEH

BU3yaJIM3alliKi, O00JIaJIaloNUX BBICOKOW crenu@uyHocThio i auddepeHnmanbHon
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nuarnoctuku noaruinos U3C.

1.9. Jleuenue U3C

OcHoBHOI nenbto nedenns M3C sBisercsa npeaoTBpallleHue MPOrpecCUpOBAHMS
3a0oneBaHusi U HeoOpatumoro mnopaxeHnus opraHoB. Jleuenme W3C Brirouaer
cnenupUUYecKyr0  MAaTOTEHETUYECKYyl0  Tepamuio  (Korja oHa  JIOCTYNHA) W
CUMIITOMAaTHYECKYIO0 TEpaNui0 I JIEYEHUS CEPICYHO-COCYAMCTBIX MPOSBICHUA U
IPENOTBPALIEHUS] CEPHE3HBIX CEPAEYHO-COCYIUCTHIX COOBITUI. JlOCTYIHOCTh TEpaIvu,
MoauUIUpPYIOIIe O00Je3Hb, MOXKET MHPUBECTH K MOBBIMIEHHOMY uHTepecy M3C B
i pepeHInanbHON THArHOCTHKE.

1.9.1. Cneuuduueckas Tepanus

AmMuiiono3

[lenpro JieyeHUsT aMWIOM03a SABIISIETCS CHUKEHUE MPOAYKLMH JIETKUX Leneil u
WHruOMpoBaHue oOpa3oBaHUs aMWJIOMIHBIX (ubOpuil. JleueHue amuiongo3a cepaina
ABJIAETCS. CJIOXHBIM M CHEUU(PUUHBIM JUIsl KaKaoro Tuna amuiouposa. [Jmns AL-
aMUJION03a MPEUMYIIECTBEHHO MPUMEHSETCA JICYEHUE TPAHCIUIAHTALMEN CTBOJIOBBIX
KJIETOK,  XHMHOTEepanmueil W  uHruomropamu  mnporeacom.  Jlaparymyma0
(MOHOKJIOHAJILHOE ~aHTHUTEN0, HampaBieHHoe mpotuB CD38) B coueranuun c
XUMHOTEpaIuen ¢ UCoJIb30BaHUeM LukIopochamuaa, bopresomuda U IeKcaMmeTa3oHa
(CyBorD) cran mnepBbIM JHMIIEH3UPOBAaHHBIM CpeACTBOM JieueHus: AL-amunongosa
[115]. V mamueHTOB ¢ aMHIIOMA030M cepana OoTBeT HabOmomgancs B 53% ciydasx,
MeJMaHa BpeMeHW orBera coctaBwia 114 gueit [115]. AnamormynsiM o0pa3zom,
NEpOpaibHOE  JIEYEHHE HMHTUOMTOPOM  IPOTEacCOM  HMKCAa30MHUOOM  MPUBOAMIIO
reMaToJIOTUYeCKOMy OTBeTY y 52% u opranHoMy OTBeTy y 56% manueHToB cC
pebpakTepHbiM K peruauBaM AL-amumonmo3zom [175]. V manueHToB, HE JOCTHTIIHAX
TakoW  TJIyOMHBI  OTBETA, BAPUAHTHI  JICUCHHS]  BKIIOYAIOT  MOMAJWIOMHUI,
TPAHCIUIAHTAIIMIO CTBOJIOBBIX KJIIETOK, BEHETOKJIAKC U OeHmamyctuH [88]. B To Bpems
KaK MHOTHE€ HCCIEAOBAHUS OLICHUBAIOT F€MAaTOJIOTMUECKU 1 HEPPOJOTUYECKUI OTBET
Ha JICYEHHE, KapAUOJOTHMYECKH OTBET Ha MPOBOJAWMYIO TEPANHIO OCTAETCS
MaJIOM3y4YEHHBIM.

bl gocTUrHYT 3HauMTENBHBIM mporpecc B jedeHun ATTR-amumompoza. B
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HacTosimiee BpeMsa JsedeHne ATTR-amunonmoza cocpeloTOYEHO Ha CTaOWIA3ALUU
terpamepoB T TR u ynanenuun amuiongueix otinoxenuid T TR. Takue mpenapaTsl, Kak
tadpamuauc u AudIayHU3an, HampaBieHbl Ha cTabwinzanuio terpamepa TTR, 4ToObl
IPEIOTBPATUTH JMCCOIUAIIIO u oOpa3oBaHHe bubpun TTR.
Taypoypcoae30KcruxoJieBasi KUCI0Ta MPUBOAUT K OTIICICHUIO aMUJIOUIHBIX OTJIOKEHUM,
a Tak)Ke YMCHBIIAET HAKOIUICHHE TOKCHYHbIX arperaroB TTR [96]. Jleuenwue
TadaMUUCOM TIOKa3bIBae€T yiyullleHHe BbbkuBaeMocTd mpu ATTR-amunonmgose
cepaua [96]. ATTR-amMuaona03 MOAXOAMT JUIS TapreTHOW T'€HETHYCCKOW Tepamuu
BBHUJIy OYEBHUJHOTO OTCYTCTBUSI KpUTHUEeCKOW moTpedbHocty B TR B ¢usnonorun
yenoBeka - oT nojasieHuss PHK no mepBoro uccienoBaHusi areHTa peaakTUPOBaHUS
T'CHOB B KAQUECTBE OJIHOPA30BOIO «JieueOHOro» nmpuMenenus [141].

TeM He MeHee, HU OAWH W3 JOCTYIHBIX B HACTOSIIEE BPEMSI METOJIOB JICUCHHS TN
JaKe W3Y4aeMbIX METOJIOB HE MPUBOAUT K OOpPaTHOMY Pa3BUTHIO CYIIECTBYIOIIMX
NOBpeXJeHU. boiiee TOro, Bce yTBEPKICHHBIE METOAbl JIEYEHUS aMUIOWI03a
ABJISIIOTCSL IoporocTosiuMu (ctoumocTh Tadgamanuca B CIIIA coctaBisier okono 225
000 nommapoB CUIA B roa, a naparymyma6a — okoiio 200 000 nomnapos CILIA B ron).
HeoGxonmumo  paspaborarth JieKapcTBa, IIHPOKO JOCTYNHBIE B  CTpaHax C
OTPaHUYEHHBIMH PECYpCaMu 31paBOOXPAHEHUS.

B mnocnegnue roapl ObUT JTIOCTUTHYT TPOTPECC B H3YYEHUU MaTO(U3UOIOTUU
HACJICJICTBEHHBIX 3a00JIEBaHUM, B TOM YHCJE TPYIIbl JM30COMAIBHBIX O0JIe3HEN
HAKOIIJICHHSI, YTO TPUBEJIO K MOSIBJICHUIO HOBBIX, TAPT€THBIX METO/I0B JieucHus [182]. B
HacTtosimiee Bpems npoctynHbl: ®3T, BoccraHoBleHHE cyOcTpaTa M IIanepoOHOBAs
Tepanusi, OBICTPO Pa3BUBAIOTCS T€HHAs Tepamusi W Apyrue mnoaxonsl. Hecmorps Ha
3HAUUTEIbHBIE Yycnexu, S(QPEKTUBHOCTH OONBIIMHCTBA ATHUX METOJIOB JICUCHUS
orpanndyeHa. Kak u B ciydae c 0OoJjiee pacnpoCTpaHEHHBIMH XPOHUYECKUMU
3aboneBanusimMu (Hampumep, CJI), PTH HOBBIE BapUAHTHI TEPANMU HE H3JICUHUBAIOT
NAlMEHTOB; OHU CKOpee CTAOMIM3UPYIOT (QYHKUHUU OPTaHOB WMJIM MPOCTO 3aMEMJIAIOT
porpeccupoBaHne 3a0o0JieBaHUs, B OOJBINEH Mepe MOTOMY, YTO JICYEHHWE OOBIYHO
HAaYMHAIOT, KOTJa MOBPEXKIEHUE OpraHoB yxe mnpousonuio . Kpome Ttoro, um3-3a

HIMPOKON KIMHUYECKOW BapraOebHOCTH ATHUX COCTOSIHUWA HEBO3MOXKHO IMPEICKa3aTh
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M0JIb3Yy TEPAIuu I OTACIBHOTO MAIMEHTA.

bonesnr ®adbpu

YTBepKIeHHBIEC CrenupUIecKue METOIbl JiedeHuss 0ose3Hu Pabpu BKIIOYAIOT
®3T wu (dapmMakoJIOTUYECKUN IIANEPOH MHrajgactar, B TO BpeMs KaK HOBBIC
TeparneBTUYECKUE MOAXOAbl HAXOATCA B pa3paboTKe.

B EBpome B HacTofllee BpeMs HMMEETCS JBa KOMMEPUYECKH JIOCTYITHBIX
(dbepMeHTHBIX Mpenapara s jgedenus 6oxe3nu dadpu: arancuaaza-anbda, mosydeHHas
C HCIIOJIb30BAHUEM KYJIBTUBHPOBAHHBIX (POPOOIACTOB KOKM YEJIOBEKa, U arajcuiasa-
Oera, mnpoxymupyemas odkcrpeccuern kJHK a-ramakrosmmasel  uenoBeka [32].
JlonrocpouHble MOCTAEAYIONIUE UCCISIOBAHUS U JIAaHHBIE PErHMCTPOB MOKAa3bIBAIOT, YTO
@O3T 3amepKUBaeT MPOrPECCUPOBAHUE MOPAKEHUS CEPIACUYHO-COCYAUCTON CHUCTEMBI U
CHIDKAET YacTOTy CEPACYHO-COCYAUCTBIX coObiTuii [86, 134]. Mmerommmecs maHHbIC
CBUJIETEIBCTBYIOT O TOM, UTO yToIieHue creHku JIXK MokHO mpeaoTBpaTuTh paHHUM
nedyenreM. EcTp coobuienus o perpecce jierkoro yronmenus cteHku JOK y manueHTos
KaK C KJIACCHMYECKHM, TaKk M C cepleyHbiM deHotunoMm. I[lpu nanmexo 3armiemniiem
nopaxxeHuun cepana s¢dextuBHocTh D3T HeBbICOKA, NpPU 3TOM HET JaHHBIX,
YKa3bIBAIOIINX Ha Kakoe-1ubo BiMsHUE Ha (GUOPO3 MHUOKapJa U MPOrpecCHpOBaHUE
yrouienus ctenku JIK [86].

Mosekynpl 1IamepoHa - MUTalacTaT MPEACTaBISIOT Cco00Ml  MMHHOCaxapa,
BBOJIMMBIE MEPOPATHEHO, KOTOPHIE CBI3BIBAIOTCS C KATATUTHUYECKUM OMEHOM alib(da-D-
rajJlakTo3uaa3bl A M CIOCOOCTBYIOT €r0 MPaBUIBHOW YKJIaJKe M TPAHCHIOPTHPOBKE B
au3zocomy. KIMHWYECKHE WCIBITAaHUS M OTKPBITHIE PACIHIMPEHHBIE HCCIICTIOBAHUS
MOKa3aJId, YTO JICUCHUE MHUTAIACTaTOM OBLJIO CBSI3aHO CO 3HAYMUTEIBHBIM CHUKCHHEM
unaekca maccol JOK [85].

TepaneBTuyeckue cTpareruu, pazpabarbiBacMble B HACTOSIIEE BPEMS, BKIIOUYAIOT
@®3T BTOPOTO MOKOJIEHUS, TEPAMUIO C YMEHBIICHHEM KOJIMYeCTBa cyOcTpaTa, a Takke
reanyio 1 MPHK-tepamuio [134]. ®3T pacTUTEIBHOrO NPOUCXOKACHUS OBLIH
pa3paboTaHbl i1 yMEHBIIEHUST OOpa30BaHMsS AHTWJICKAPCTBEHHBIX aAHTUTEN U
yiydieHus: ouopacmpeneneHust pepmeHToB. Tepamus MO yMEHBIICHHIO KOJIMYECTBA

cyOcTpaTa OCHOBaHa Ha TMEPOPATILHOM BBEJCHUUM HMHHOCAXapoB, KOTOPHIE
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HEMOCPEACTBEHHO HHTUOUPYIOT CHUHTE3 TIMKOC(HUHTOIUIUAOB, TEM CaMbIM CHIDKas
KJIeTouHyto Harpy3ky Gb3. Otu npenapatsl, paHee 0400peHHBIE I JIeUeHUs] 00JIe3HU
["ome, MOXKHO MPUMEHSTh HE3aBUCUMO OT reHotuna 6one3nu ®adbpu. JoxamHudeckue
MOJIXOJBl IN VIVO C UCHOJIb30BAaHUEM aJCHOBHUPYCHO-OMOCPEIOBAHHOTO TMEpeHoca
I€HOB, HAIICJICHHOTO HA TE€Y€Hb, HAa MOJIETU MBIIIEH MPOAEMOHCTPUPOBAIM PE3KOE
YBEIIMYCHUE aKTUBHOCTH anbda-D-ramakro3umgassl A u 3aMeTHOe cHUXKeHHE lyso-Gb3
[205]. HoBble kapauoTpomHble BEKTOPHI, KOTOPBIC CIEIM(PUUECKH BO3JACHCTBYIOT Ha
TKaHU MHOKap/ia C TMOBBIIMIEHHONW JOCTaBKONW M CHI)KEHHOW HMMMYHOTE€HHOCTBHIO (I10
CPaBHEHHIO ¢ OOBIYHBIMH a/ICHOBUPYCHBIMU BEKTOPAMH ), B HACTOSAIIEE BPEMS IIPOXOISAT
UCTIIBITAaHUS Ha mpuMmaTax. HakoHel, CHCTEMBI [IOCTaBKM TE€HOB MPOAOIKAIOT
pasBuBatbca. Wukancymsauuss MPHK o-Gal dyenoBeka B JumuaHble HaHOYACTHIIBI
yBenuuuBasia ypoBHM «-Gal B medyeHu, cepAue U MOYKaX Y MbIIEH W
HEUEI0BEKOOOPa3HbIX MpuMaToB [68].

Myxkononucaxapuaossl

Tpancmiantanuss  remomnodTudeckux  cTBoJioBeiX  kietok  (TI'CK)  Obuia
BOCTpeOOBaHa MOYTH HCKIIOYUTENHHO MpH cUHApoMe ['ypiepa W penko mpH Ipyrux
MYKOTIOJICAaxapuao3ax, a HaWwIydllde pe3yabTaThl OBUIM TOJY4YeHBbl TpH  €e
oOHapy»xeHHH B Bo3pacte 10 AByx JieT [106]. ®3T B HacTosIiee BpeMs AOCTyIHA IS
ST TUNOB MyKomonucaxapuao3oB (tuma |, tuna I, Tuna IVA, tuna VI, tama VII).
beuio mmpoko mnpoaemorctpupoBano, 4to D3T »sddexTtuBHA I yaydIeHUS
skckpennu ['Al" ¢ MO4O#, B OCHOBHOM BO M30€KaHHME PA3BUTUS T€MATOCIITICHOMETATNU
W YJIy4dlIeHHs cepaedHo-nerouHor ¢ynkmuu [156]; Gonmee toro ®3T B Hacrosiiee
BpeMs MOXXHO TPOBOJAUTH B JIOMAllHUX VYCJIOBHSIX TIPH HEKOTOPHIX THIMAx
MyKomoiucaxapu030B [92]. ['enHas Tepamnus, TCHUCTCHH TAKXKe PacCMaTPUBAIUCH KakK
BapHaHT JICUCHUS MYKOIOJMCaXapua03a, OJHAKO, WX MPUMEHEHHE B KIMHUYECKOU
IPAKTHKE BCE €Ille BCTPEUAETCS PEAKO.

B nccrnenoBanusx Kak y 4eIoBeKa, TaK M 'y )KUBOTHBIX ObLIO MOKA3aHO YIyUIlIeHUE
cTpyktypbl u Gynkimu cepama npu @3T u TI'CK [106, 156]. Hecmotpst Ha oTCyTCTBHE
MOJIOKUTENBHOTO  pe3yibTaTa JICYCHHS B MPEAOTBPAIEHWHM WJIH  OCTAHOBKE

MMPOTrpeCCUPOBAHUS KIIAIIAHHOTO IMOPAXCHHA, CYHICCTBYCT NOTCHIHAT AJISA CMATUCHUSA
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HEHPOIATOIOTHYECKUX TOCIEACTBUI W perpecca KapAUOMETalud 10 TOCIEIHUM
nauaeM nipu ipoBesieHnn TI'CK B moogom Bo3pacte [106, 183].

HMmeromumecs JTaHHBIC CBHACTEILCTBYIOT O MPOTHBOPEYMBOCTH TOTO, HYTO
MOBPEXKJICHWE KJIAMTAHOB MOXKHO WM HENB3s MPeAoTBpaTtuTh ¢ momorisio D3T.
CymectByert rumnotesa, 4to ®3T He cnocoOHa MPeI0TBPATUTh MTOBPEXKICHNE KIIallaHOB,
TaK KaK KJIamaHbl Cep/ila MPEACTaBII0T COO0N aBaCKYJSIPHYIO COCIMHHUTEIBHYIO
TKaHb, a JICYCOHBI (EPMEHT PACIPOCTPAHACTCS MOCPEACTBOM CHCTEMHOU Tepdy3uu;
CJIeI0BaTeIbHO, KOJIMYECTBO (PepMEHTa, JOCTUTAIOIIETO aBaCKYJSIPHOW TKaHU, MOXKET
ObITh orpannyeHo. OIHAKO, IPYTUE MUCCICIOBATEIN TOBOPSAT, YTO ATO MOXKET OBITH JI0
TeX TMOp, MOKa OHO HAYMHAETCA B OYEHb PAaHHEM BO3pacTe, JI0 TOro, KaK Pa30BBETCS
¢bubdpo3 cTBopok kiamaHa [46, 177]. B HegaBHeM Hcciie10BaHHH aBTOPHI HAOIIOMAIN B
10 cay4asx MyKOIIOJIMCAaXapua030B perpecc WM YIydIleHHE KapaualbHON
CUMIITOMATUKH, BKJIIOYAsl MOpa)X€HUE KJIaraHa, Mo KpaiHell mepe, Mocie MIeCTH JIeT
aeuenus O3T [183]. Taxkum oOpaszom, naxe ecimu panass DP3T He MoxkeT
MIPEIOTBPATUTH TTOBPEKICHUE CEP/IIIA, OHA MOYKET CMATYHTH €T0 MPOTPECCUPOBAHUE.

bosnesns [Tomme

OcHoBHOM MeToJ JiedeHus 3Toro 3abosieBanus: O3T - BHyTpHMBEHHOE BBEJCHHUC
PEKOMOMHAHTHON KHCIIOH alb(a-TIr0K0311a3bl YejI0BeKa — alriIroKo3uaasa aabda [13].
[Ipu moATBEep)KIACHUU JUArHO3a JICUEHWE HEOOXOAMMO HavaTh HE3aMeIIUTENbHO. [1pu
MiageHueckoi ¢popme O6onesnu [lomrie maHHas Tepamusi YMEHbIIAET PUCK CMEPTH Ha
99%, BbI3BIBaeT 0OpaTHOE pazButue KMII, ynydmiaer mokaszareiyd MBIIIEYHON CHIIBI,
JBUTATEIPHOW AKTHBHOCTH W CTAaOWJIM3UPYET COCTOSHUE IBIXaTEIBbHOW CHUCTEMBI Y
JIeTeN M B3POCIHBIX MAIlMEHTOB, NMpu OoJie3Hu [loMrie ¢ Mo3THUM HAYaioM - 3aMeJIsIeT
MIPOTPECCUPOBAHUE OOJIC3HHU, YIYYIIaeT COCTOSHHUE KOCTHO-MBIIICYHOW CHCTEMBI M
JIBIXaTeIbHOW CHCTEMBI, MIOBBIIIAET BRDKUBAEMOCTh MAIIMEHTOB U Y/UTHHSET MEPUO UX
JKU3HH 70 HACTYIUICHNS MHBAJIMIN3AIMH U HEOOXOAMMOCTHA B BEHTHIIALIMH Jerkux [13,
65].

bonesns /lanoHa

TepaneBTuyeckne BMmematenbcTBa npu Oonesnu JlaHoHa [0 cux T1Op

OTrpaHUYMBAIOTCS IPENOTBPAILICHUEM BHE3aMHOW cMepTH U pa3Butust XCH, B 0CHOBHOM
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3a cuer umrutantauuu MK/ n tpancnanranuu cepaua. OnHaKko, B HACTOALIEE BpeMs B
CIIIA mpoBoOmsATCS KIMHUYECKUE HCIBITAHUS TEHHOW TEpalid C WCIOJIb30BAHHEM
PEKOMOMHAHTHOTO  aJICHOACCOLIMMPOBAHHOTO  BUpYCa, COJEPXKAIIET0  TPaHCTEH
nzopopmbl LAMP2b dgenoseka (RP-A501) [56]. IIporpecc u nepcrekTuBbl B 00JaCTH
Tepanuu 3a00JIeBaHU, CBA3aHHBIX C ayTodarveil, BbIABUHYIIN HA TIEPBBINA IJIaH HOBBIE
KaTeropu MOTEHIMANBHBIX JIEKapCTB, BKJIOYas aktuBatopbl aytodarunm (mTOR-
MUIIIEHb ParlaMUIIMHA, TPEX0JIa3bl, (DIYOKCETHHA Y MICKOIUTAIONINX ) U €€ HHTUOUTOPHI
(6aduaOMHUIIMH, XTTOPOXHH, UKIOTEKCHUMHU/T), KOTOPbIE MOKHO OBLIO OBl HCIIOJb30BaTh
B OJIvKaiiieM OyayIeM Jijis pa3pabOTKH HOBBIX CTpaTeruii BMemarenbcTsa [118].

Capkonnios cepaua

3a mocnemHWe HECKONBKO JIET JOCTUTHYT 3HAYUTENBHBIH Mporpecc B
WCCJICIOBAHMSIX, KACAIOIIMXCA JUATHOCTUKHM W JICYCHHS capkoumo3a cepama. OaHako,
JI0 CUX TIOp HU OJIMH JIEKAPCTBEHHBIN MpernapaT He 0J00pEeH PeryISTOPHBIMU OpraHaMu
3IPaBOOXpaHEHUS IS JICYCHUST OOJIbHBIX capKom1030M. KopTuKocTepouHas Tepamnus
OCTAaeTCsI OCHOBHBIM METOJIOM JICUEHHUS CapKOMJI03a CEpJla; JEUYCHHE CIEeayeT
HAaYMHATh KaK MOXXHO pPaHBIIE TOCJIC MOCTAHOBKHM IWArHO3a, XOTS IMPOCTEKTUBHBIX
KOHTPOJIMPYEMBIX HCCIeA0BaHUN HemocrtatouyHo [172]. PexkoMeHayeTcss MPOBOIUTH
JICYCHHE HA OCHOBAHUU OMNBITA KIWHUIIMCTOB, MHCHUM DKCIIEPTOB U OOCEPBAIMOHHBIX
KOTOPTHBIX UCCJICNOBaHMMA. TpaauiiMOHHAass UMMYHOCYTIPECCUBHAS TEpaIvs B Ka4eCTBE
JOTIOJTHUTEIHLHONW Tepanuu WIM CTEPOUICOEpErarIiero areura, mo-BuauMomMy, UMeeT
XOpomuid TpopuiIbr TEPEHOCUMOCTH M 0Oe3omacHOCTH, HO €€ A(O(PEKTUBHOCTHL B
OTHOIICHUU HCXOJIOB C TOYKH 3PCHHS YaCTOTHI PEIUIUBOB M CEPHE3HBIX CEPACUHO-
COCYIUCTBIX COOBITUN HE sicHa. K HacTosimeMy BpEeMEHH TOJILKO JIBa UCCIICIOBAHUS
OIICHWBAIM  BJIMSHUEC JIOTIOJHUTEILHOH HWMMYHOCYIIPECCHBHOM  Tepamuud  TPH
capkouno3e cepaua [43, 203]. HeoOxomumbl JajdbHEHINIME HMCCIACAOBAHUSA C
OJTHOPOJHBIMH TPYMIaMH, CPAaBHEHUE PA3TUYHBIX CXEM JICYCHHS U BOCIIPOU3BOINMBIC
CUJIbHBIC KOHEYHBIC TOYKH, a TAK)KE€ WCCIICIOBAHMS ISl YTOYHEHUS, KAKHE TMaIliCHTHI
MO/IBEP>KEHBI TTOBBIIIEHHOMY PUCKY Pa3BUTHS JKETYI0YKOBBIX HAPYIICHUH PUTMA U KTO
MO>KET MOJTYYUTh MOJIb3Y OT UMIUIAHTAIIMN BHYTPUCEPACUHBIX YCTPOUCTB.

Jleuenne rtpanynemaro3a Berenepa, DHI'A TpeOyeT KOMIUIEKCHOTO TMOAXO0/A.
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['mokokopTHKOCTEpOUABl M HUKIO(DOChHaMuUIT OCTAIOTCS CTAHAAPTOM JICUCHHS IS
uaayknun  pemuccnn [184]. TlopakeHue cepama NP 3TOM  YacTO IPOTEKAeT
O0ECCUMITOMHO M CBSI3aHO C TOBBIIIEHHON 3a007€Ba€MOCTHI0O M HEOJIAronpUsTHHIM
nporHo3oM. [losTomMy paHHSSIT AUArHOCTMKA MHUHHMMAJIBHOTO MOPAaKEHHS cepaua y
MAIMEHTOB C JJAHHBIM 3a00JIEBaHHEM KpaliHe BaXkHa JUIsl CTapTa TEPANUK U YIyUIIeHUS
nporrosa [58, 102, 117, 162].

['emoxpomaro3 cepana

Xenatbl — JIGKAPCTBEHHBIE IMpeENapathl, 00JaJa0e CIOCOOHOCTHIO CBA3BIBATH U
BBIBOJIUTH U3 OpraHu3Ma n30bIToUHOE kenne30. B Poccuiickoit denepanuu B HACTOSIIEE
BpEMs 3apPETUCTPUPOBAH | JIEKAPCTBEHHBIN Mpenapar — xenaTop xeinesa: gedepazupoxc
(Okcumxan): mepopaldbHbI MPUEM, TEPUO]T MOTYBBIBEJECHUS COCTaBisieT 8-16 4dacos,
YTO TMO3BOJISIET MpUHUMAThL ero 1 pa3 B neHb. KiimHM4eckue ucciaeoBaHus MoKa3aiu,
4yTO JedepazupoKc CrocoOEH KOHTPOJIUPOBATh TOKCUYHBIN ITyJl JTaOMIBHOTO >Kele3a
TUTa3MbI U YIAISATH OTJIOKCHHS Kele3a U3 TKaHH IedeHu u cepana [18].

Artakcus @punperixa

Ha kierounom ypoBHe atakcusi @pujipeiixa npuBoaUT K Aehuiuty dpaTakcuHa,
MUTOXOHJPHAIBHOTO O€lika, KOTOPhIA UTPaeT >KU3HEHHO BAXKHYIO POJb B TOMEOCTa3e
JKeJie3a U YMEHBIIICHUU OKUCIUTEIBLHOIO cTpecca. B HacTosiee BpeMsi HE CYIECTBYET
nekapcTBa OT arakcuu Dpunpeiixa, NpUMEHSETCS JIUMIb MOJJEPKUBAIOIIAS TEPAIHS.
HccnenyroTcst HOBbIE METO/IbI JICUEHHUS, BKItoUas ¢apMaleBTUUECKUe areHThl U TeHHas
Tepamnusi. ATEHTbI, KOTOPbI€ YCHJIMBAIOT MUTOXOHAPUAIBHYIO (DYHKIIHIO, TaKHE Kak
AHTUOKCUIAHTBI, AKTUBATOPHl JPUTPOUJIHOTO 2-CBSI3aHHOTO (akTopa 2 SJIEPHOTO
dakTopa, AeUTEepUpPOBAHHBIC TOJUHEHACHIIICHHBIE JKUPHBIE KHUCIOTHI, XEJIaTOPbI
JKele3a, a TaKXKe HOBbIE METOAbl ayrMeHTaluu ¢paTakCMHA W TeHETUYECKOM
MOJIYJISILIUH, BEPOSITHO, CMOTYT 00CCIICUUTh JicueHHe 3Toi Oosie3nu [158].

1.9.2. CumnromMatuyeckas Tepanus

CumnrTomMaThueckasi Tepanusi TaKXke HCIOJb3yeTCsl JJis OOJEerdeHus: CUMITOMOB
XCH, aputmuii 1 Hapy1uieHust TpoBoAuMocTH. Jleuenne namuentoB ¢ XCH, BbI3BaHHOM
N3C, ortmmuaercs oT oObiyHOro JieueHus mnanueHtoB ¢ XCH. beuio gokaszaHo, 4To

MHOTHE TIperapaThl, KOTOpble 0OBIYHO Ha3HavaroT 1yis aedenuss XCH, 6ecnones3nsl npu
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XCH, BemBannoit MN3C. WHruOWtopsl aHTHOTEH3WHMpPEBpamamero G¢epMeHTa
(uaruburopsr AIl®), Omokatopsl peuentopoB anruoreHsuna Il (BPA) u Oera-
0JIOKaTOpbl CHUKAIOT CMEPTHOCTh y OosbiimHcTBa mamueHToB ¢ XCH. Opnako, y
nanueHToB amuiono3oM mpu Jedennn XCH unaru6utopsr AII® u BPA crioco6cTByroT
TUIOTEH3UH U3-32 BEre€TaTUBHON AUCPYHKIIMU U MOTYT MEPEHOCUTHCS TOJIBKO B HU3KUX
n03ax. AHAJIOTMYHBIM 00pa3oM ObLIO MOKa3aHO, YTO OeTa-0JI0KAaTOPhl MPOBOLUPYIOT
OpaauapuT™MuH y 3TUX 001bHBIX [8]. M3BecTHO, YTO OOBIYHO OJOKATOPHI KAIBIIHEBHIX
KaHaioB 3¢ (deKTUBHBI Tpu JedyeHun auactoiamdyeckoil XCH, HO y mManuMeHToB c
aMUJIOUJ030M cepAla OJOKaTopbl KaJbLUMUEBBIX KaHAIOB HEI()(PEKTUBHBI H3-32
CWJIBHOTO CBSI3bIBaHUS Ipenapara ¢ aMWIOMIHBIMU (UOpWILIAaMHU, YTO MPUBOJIUT K
yxynmenuto tedenuss XCH, runotonnn u oomopokam [111]. CuiibHOe CBsI3BIBaHUE C
aMWIOUJIHBIMU  (UOpMITIAaMU  TakXe€ MOXKET MPOUCXOAUTh NPH HCHOJb30BAaHUU
JUTOKCUHA, YTO NPUBOAUT K JUTMTAIMCHOM WHTOKCHKALMU, KOTOpas BKJIFOYAET
U3MEHEHHUE BUJIMMOM OKPAaCKH MPEIMETOB (3KEITOE OKPAIMBAHUE), XOJIMHEPITHUECKOMY
aroHW3My M apuT™Musm [8].

Jns  nedeHWs TEperpy3Kd JKUJIKOCTBIO PEKOMEHIYETCsl JueTa C HU3KUM
COJIEp>KaHUEM HATpUs U OTPAHUYECHHE XKUIAKOCTH, a TAKXKE MCIOJb30BaHUE IMETIEBBIX
JUYPETUKOB M AaHTAarOHMCTOB MHUHEPAIKOPTUKOMIHBIX peuentopoB. OIHAKO, Haxke
JierKasi TUIOBOJIEMHsI U3-3a THUIEpAUype3a B TMPUCYTCTBUU HEIUIATUPOBAHHOIO,
HEPACTSHKUMOTO JKENTy10YKa MOXET MPHUBECTH K JaldbHEHIIEMY CHHXKEHUIO YJIApHOTO
o0bema, CeplIeYHOro BbIOpOCa, BBI3BATh TUIOTEH3MIO, pPa3BUTHE TMPEPEHATBHOM
azoremun [157].

HamxenygoukoBbie aputmuu, ocobenHo OPII, BcTpeudaroTcss 4acTo M IJIOXO
nepeHocsTcs. KoHTpoib puTMa ¢ UCTIOIb30BAHUEM AHTHAPUTMUYECKUX CPEICTB BMECTO
KOHTpOJS 4acTOThl cepaeuHbix cokpamennit (YCC) wmoxeT crnocoOCTBOBATH
HOPMAJIbHOM COKPAaTHMOCTH MPEICEPAMA U YIy4YIIUTh JHACTOJMYECKOE HAMOJHEHUE
JUIS  coXpaHeHHs yaapHoro oObema [127]. JleueHwe HapymieHUH CepacUHOMN
MMPOBOJIUMOCTM  BO3MOXKHO € MOMOWbI  Kapauoctumynstopa. WK moxer
paccMaTpPHUBATHCS C IEIBI0 IEPBUYHON MPOGUIAKTUKN BHE3AITHOW CEPICYHON CMEPTU Y

oompHRIXx ¢ WM3C, omHako, wucciaemoBanusa mnokaszanu, uyro MKJl HemocraTouHOo
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3¢ (dEeKTUBHBI M HE YIydYinalT BbDkuBaeMocTh [99, 143]. TpaHcmuiaHTarus OpraHoB
ABJIAETCS paguKadbHbIM MeTofoM jedeHus nauueHTtoB ¢ U3C. Ilpu AL-amunonnose,
Oone3Hu JlaHoHa pexkoMeHayeTcsl mepecaaka cepaua, B To Bpems kak npu ATTR-
aMIIION103€ HeoOX0uMa Tepecaaka cepAla U MeYeHH.

1.9.3. Knunnueckuit MOHUTOPHHT

KinvHuyeckuit MOHUTOPUHI HEOOXOIUM JUIsl  OUEHKH MPOTPECCHPOBAHUS
3a0oneBaHuss U TpeOyeT MyJIbTUIUMCUUILIMHAPHOrO Toaxona. IIporpeccupoBaHue
3a00JIeBaHUS MOXKET IO-Pa3HOMY OTPaXKaThCsl HAa PA3IMYHBIX OpraHax, OCOOCHHO Yy
nanueHToB, noaydapommx P33T, xumuorepanuio, B CBS3M CO CHEUU(PHUUECKUMU
BTOPUYHBIMU ITYTSAMU MTOBPEKICHUS U PA3IMYHON peakuren Ha Tepanuio TkaHen. JKI,
OXOKI', XM OKI" u ananu3 kpoBu Ha ouomapkepsl (TponionuH, NT-proBNP) nomxubl
IPOBOJUTHCSA PETYJIAPHO MOJ HAOIIOJEHUEM KapAuoJIora AJii MOHUTOPUHTA COCTOSIHUS
cepaua. Ponp cnenupuueckux OuomapkepoB (nerkue uemnu, lyso-Gb3, T'AT) B
MOHUTOPUHIE pa3BUTUsA 3a0oneBaHus W IP(OEKTUBHOCTH JIEUYEHUS BCE €IlE
obcyxnaercsa. IlepcnektuBHo ucnonb3oBanue MPT B monumtopunre M3C. HenaBuee
UCCJIEI0BAHNE TTOKA3aJI0, YTO Y MalMeHTOB ¢ 0oJe3Hbto daldpu, paHee HEe MOTyYaBIIMX
®3T, 1 rox ®3T ocnadmnsn carkenue T1 ¢ HeOONBIIMM YMEHBIIIEHUEM MaKCUMaJIbHOM
TOJIIMHBI CTEHKU H CTa0uin3anyeld WHIESKCUPOBAaHHOM Macchl Muokapaa JIK
(UMMJIK). Opnako, y TalMEHTOB C MPOrPECCUPYIONIUM 3a00JieBaHUEM U
ycranoBienHod ®3T MPT mnoxkaszana 1-nernee yBenuuenue T2 B obmactu LGE u
yXyJIIeHNe 001eH npoaoapHoi nedopmarmu [152].

HenaBHue noctixkeHusi B TOHUMaHUM clIOKHOCTH M3C 3HAUUTENBbHO yIy4YIIUIN
JMArHOCTUYECKUE U TEPANEeBTHUUECKUE TMOXOJbI, OCOOCHHO B OTHOIIEHWUU BBISBICHUS
MEXaHU3MOB TIOBPEXKACHHUS, BBI3BAaHHBIX HWHQWIbTpaIlueld, W BBIABICHUS PAHHETO
BOBJICUCHHST cepina. bomee rimy0okoe MOHMMaHWE BTOPUYHBIX IMATOTCHHBIX ITyTEH,
OCOOCHHO BOCTIAJICHHMSI MHUOKapjaa, MOXKET IMOBIUATh Ha Oyaylue TeparneBTUUECKHE
CTpaTeTuu.

XOTs HOBbIE ClEUU(PUUECKUE METOAbl JICUEHUSI KaXyTCS MHOTOOOCIAIOIIUMH,
3a/lepKKa JUArHOCTUKM M CTapTa CYIIECTBYIOIIUX METOJOB JIEYEHHUS OCTAIOTCS

cepbe3Hoi mpobseMoit st MHOoTuX manueHToB ¢ M3C, y koTopsix mpu 3ToM 3 (PEeKThI
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CHeU(PHUUECKOro JieUeHUs: MOTYT ObITh Oojee orpaHndeHHbIMH. OOHaEKHUBAIOIINE
JaHHBIE O JTOJTOCPOUYHBIX 3(ddexTax maroreHeTndeckoil tepamuu (tadpamumauca, O3T,
XMMHUOTEPAIKK) B TOM YUCIIE HA TIOPaKEHHUE CepJilia, eIle pa3 MoIYePKUBAIOT BaXKHOCTD
paHHEH AMArHOCTUKH, KEIATeIbHO B 0€CCUMIITOMHOM ¢ase, 10 TOro, Kak MPOU30UIeT
HOBPEXICHUE OPTaHOB, M CBOEBPEMEHHOTO CTapTa TEparuu Ui NPeJOTBPALCHUS WU
3aMeJICHHS MOBPEXKIECHUSI OPraHOB, BBI3BAHHOTO HMH(MUIBTPATUBHBIM IPOIECCOM, H
yIy4dlIeHUs] KayecTBa >KM3HU TalueHtoB, cTpagatonmx W3C. Takum oOpazom,
COTPYAHHUYECTBO MEXAY KapIUOJOraMHU U BpayaMH JIPYTUX CIEHUAIbHOCTEH ocTaeTcs
BQXHBIM [IJIs1 BBISIBJICHUS TMAlMEHTOB C TOPAXCHUEM Cepila B paHHEW CTaauu, 9TOObI
OHA MOTJHM TIONYYUTh MAaKCUMAJbHYIO TOJIb3Yy OT TEKyIIUX H OyIyImux

TCPAIICBTUYCCKUX ITIOAXOJO0B.
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I'JTABA 2. MATEPHUAJI U METO/IbI

2.1.  OO0mas xapakTepHCTUKA NMALMEHTOB

[IpoBeneHO peTPOCHEKTUBHOE U HAOIIOJATENBHOE TPOCIIEKTUBHOE UCCIEIOBAHUS.
HccnenoBanue mNpoBOAWIIOCH Ha Kadeape NpONeAeBTUKH BHYTPEHHHUX OoJsie3HeH
neueOHoro daxkynperera PI'AOY BO PHUMY um. H.U. [TuporoBa Munzapasa Poccun.
Uccnenosanne cocrosio u3 4 sranoB (PucyHok 1), B koTopble ObLIO BKIOUEHO 437
NAlUEHTOB.

1. PerpocniekTuBHBIN aHaTU3 MEAUIIMHCKON JOKyMeHTanuu 173 maiueHToB ¢
BepU(DULIMPOBAHHBIM WH(UIBTPATUBHBIM 3a00J€BaHUEM, IPU KOTOPOM BO3MOKHO
nopakeHue cepaua. B kauecTBe rpynibl CpaBHEHHS TPOAHAIM3UPOBAHA MEAUIIMHCKAS
nokymeHTanus 87 nauueHtoB ¢ ['KMIL.

2. Ckpunnar Ha M3C Obpu1 mpoBeneH cpeau 191 manueHTa ¢ Haauduem
mapkepoB M3C u Briouan reHeTudeckoe, (epMEHTATHUBHOE U MOP(OIOrMYECKOe
UCCJIEI0BAHHUE.

3. [IpocnekTuBHOE HcclenoBaHue 65 OONMbHBIX ¢ MoaTBepkaeHHbIM M3C:
amuionsozom (N=33); MIIC (n=32, u3 Hux 7 OOJBHBIX ¥ 25 HOCHUTEIIEH MyTaHTHOTO
rena MIIC). I'pynnoii cpaBHenus siBisuiich 30 namuenTos ¢ runeptpodueit JOK (I'TDK)
6e3 moareepxkaeHHoro M3C.

4, OreHKa IMPOrHO3a MAIMEHTOB ¢ aMuiIouao30M (N=81) M MalHMeHTOB C
['KMII (n=87).

Kpurepuu BKJIlOYeHHUS B UCCIEAOBAHUE:

1. BepuduuupoBanHoe MHUILTPATUBHOE 3a00J€BaHUE, MPU KOTOPOM BO3MOKHO
nopaxkenue cepana (n=173): amunonnos (n=76), 6one3ns @adbpu (n=35), HOCUTETHCTBO
MyTaHTHbIX TeHOB MIIC (n=33), capxouno3 (n=29).

2. Hanuune mapkepoB U3C, npu koTopoii nokazan ckpununr Ha MU3C (n=191):

e XCH HescHOW 3THOJIOTHH, B T.4. pepakTepHON K Tepaluyd WX B COYETAHUU C
XPOHHYECKOH 00JIe3HbI0 Mouek 3-5 craauu (N=38).

e llmemMuYecKuil HHCYJIBT HEYCTaHOBJICHHOW dTHONIOTHH (N=38).
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MauueHTLI ¢ HaNU4YKMEM ANArHOCTUPOBAHHOIO MauneHTbI C HaNU4YNEM
MH(pUNLTpaTUBHOrO 3aboneBaHunsa, NPy KOTOPOM mapkepos U3C
BO3MOXHO nopaxeHune cepaua (2008-2023 rr, n=173) (2017-2023 rr, n=191)

Wudpunetpar-
HEHLIE CKPMHUHT

2abonesaHns Ha U3C
)

CucTeMHBIR
MaumeHTei ¢
amMnonaos M3C (n=141) HEeNOATEEPIKEHHEIM
‘ 1 M3C (182)

lpynna pynna I'pynna X 6e3
amunounaoza MYyKoTIonncaxa- NOATEEPKAEHHOTO

(n=33) puaozos (n=32) * N3C (n=30)

Pucynok 1. Jluzaiin uccnenoanus (N=437). JKenTsIM [IBETOM MMOKA3aHbI MAIIMEHTHI B COOTBETCTBUHU C KPUTCPUSIMH BKITFOUCHHSI
B HccieaoBanue. KpacHBIM — ManyeHThI ¢ TOATBEPKACHHBIM THArHO30M. 3€ICHBIM — MAIUEHTHI 0€3 MOATBEP KICHHOTO
JIMarHO3a U MalMeHTHI TPYNIbl cpaBHeHMs. CHHUM — 3Tallbl HCClieoBaHus. [ 0yObIM — METUIIMHCKOE IEHCTBUE U METObI
rccnenoBanus. * B rpynmy MyKomoiaucaxapuao30B BOIUIH 7 O0NBHBIX U 25 HocuTene mytaHTHbIX reHoB MIIC ¢
MTOATBEPKEHHBIM TIOPAKEHUEM CEPITIA MO0 KJIMHUKO-T1a00paTOPHO-UHCTPYMEHTAIBHBIM JaHHBIM.

N3C — undunsrparuBHbie 3a60neBanus cepamna, [ KMII — runeprpoduaeckas kapauomuomnarus, [ JIK — runeprpodust seBoro

KeJTy104Ka.
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e Hapymenue npoBOAUMOCTH, B T.4. CHHIPOM CJIA00CTH CHHYCOBOTO y3J1a HESICHOM
strojorun (N=21).

e [laroyiorus KiIanaHOB cep/ia HessCHOU ATHosioruu (N=6).

e JluarHocTupoBaHHasi TUNEPTpOPUYECKas UM PECTPUKTUBHAA KapIUOMHUOMATHS
0e3 THIIMYHOrO FeHEeTHYECKOro cyocTpaTa (N=12).

e VYronmenue cteHku JIXK >12 MM B OTCYTCTBMM aHOMAJIBHOTO MOBBIILICHUSI TIPE/T-
u noctHarpysku (n=31).

e KporHoe poscTBO ¢ 00ibHBIM ¢ HacheacTBeHHBIM ATTR-amunonno3om (N=5) u
MYKOIIoIHcaxapu103om (N=6).

Kpurepuu HeBKJIIO4eHHs B rccienoBanue: OTKa3 NalMenTa OT y4acTHs B

HCCICAOBAHNU U ITOAIIMCAaHMA HH(bOpMHpOBaHHOI’O corjacus.

JuccepTaniioHHOE HCCieloBaHue ObUI0 0700peH0 JIoKanbHBIM  DTHYECKUM
Komurerom PHUMY um. H. W. ITuporora (mportokoiy Ne214 ot 24 suBaps 2022).
Bo3pacT mnanueHTOB, BKJIIOUYEHHBIX B HCCIEI0OBaHMe, coctaBuwin 59 (42; 69) ner,

MUHUMYM — 14 net, makcumym — 90 et

2.2.  PeTpocneKTHBHBIH aHAJIN3 MeIMUMHCKOWH JOKYMEHTANMU NMALHEHTOB
¢ BepuPUUUPOBAHHBIM MHPUILTPATHUBHBIM 3200JIeBAaHMEM, NP KOTOPOM
BO3MOKHO MOpakeHue cepaua, nagueHTos ¢ 'KMII

3a mepuon 2008-2023 rr ObLI MPOBEJECH aHATU3 MEAUIIMHCKON JoKyMeHTaruu 173
NanUeHTa ¢ BepUPHUIMPOBAHHBIM HHOPUIBTPATUBHBIM 3a00JIEBaHUEM, BKJIOYAIOIIETO
cucTeMHbIN amuion03 (N=76), 6ose3up Padbpu (N=35), Mmykononucaxapuao3sl (N=7),
HOCUTEIIM MYTAaHTHOTO MyKomonucaxapumo3a (N=26), capkoumo3 (N=29) na 06azax
Kadeaphbl MpoNeAeBTUKA BHYTPEHHUX OoJie3Her nedeOHoro ¢akynpreta GT'AOY BO
PHUMY um. H.W. ITuporosa MunszapaBa Poccun: 'bY3 «I'Kb Ne31 um. akanemuka
I'.'M. CasenbeBoit» JI3M (n=10), I'BY3 «I'Kb um. B.I1. lemuxoBa» JI3M (n=4), I'bY3
«'TI Ne 212» A3M (n=2), a Taxxke 'bY3 «I'Kb um. B.M. Bysnosa» J/I3M (n=39), I'bY3
«['Kb um. JI.JI. IlnetneBa» A3M (n=28), I'bY3 «I'Kb Ne 52» JI3M (n=22), ®I'BY
«HMULI TIIM» Munsapasa Poccun (n=21), HUKUW neauatpun U AeTCKOW XHUPYpPrUn
uMm. akagemuka HO.E. Benprumesa ®I'bOY BO PHUMY wum. H.U. Iluporosa
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MunsnapaBa Poccum (n=16), I'bY3 «Mopozosckoii JII'Kb» [I3M (n=15), , ®I'bY
«HMULK wum. axkagemuka E.M. YazoBa» MunsnpaBa Poccum (n=8), I'bY3 MO
«MOHHUKU um. M.®. Baagumupckoro» (N=8) (Pucynox 1, 2). B xadecTBe rpymimsl

CpaBHEHMS TPOAHAIM3UPOBAHA MEAUIIMHCKAsE JoKyMeHTalus 87 maruentoB ¢ ['KMIT

MauneHTbl ¢ BepUpULMPOBAHHBIM
WHUNBTPAaTUBHLIM 3aboneBaHneM, NP KOTOPOM
BO3MOXHO nopaxeHnue cepgua (2008-2023, n=173)

MIIC CHCTeMHBIH
(n=7), AMEI0HA03

BoaesHb
Padpr
{(n=35)

Capxonnos

Hocarenn n=76
CHCTeMHELH CKpHHEHT
AMBITOHT03 ma H3C
n=5

ITopaxeHHe
cepama

IMopa:xenne Hopaxenne
cepana cepama

(n=87)
J/

(n=140) CpaBHHETEIbHBLIH

dHAJH3

Pucynok 2. PeTpoCnieKTUBHBIN aHAIN3 MEAUIIMHCKON JOKYMEHTAIIUH.

* B cymme He BiitouaeT 1 manuenta ¢ AHI[A-accolimupoBaHHBIM BaCKYJIUTOM. *** y
26 HOCUTEJIE MYTaHTHOTO T€HAa MYKOIIOJIMCAaXapu103a J0 HAIIEr0 UCCIIEIOBAaHUS HE
ObL10 TIpOBeieHO oOcieaoBanue cepama. MIIC — mykononucaxapumossl, U3C —
uHpunpTpaTUBHEIE 3a00seBanus cepaua, ' KMII — runeptpoduueckas
KapAMOMHUOIIATHs

Mopdonornueckue UCCISIOBaHUS TPH aMUJIOHWIO3€ M CapKOUI03¢ ObLIH
MPOBEJEHbl  BBICOKOKBAIM(UIIUPOBAHHBIMU  TATOJOTOAHATOMaMH  C  OIBITOM
JMArHOCTUKY JTaHHOTO 3a00jeBanus. B cooTBEeTCTBUM ¢ MEXIYHAPOJHBIM CTAaHIAPTOM
ucclieayemMble 00pasiibl, TOMUMO CTaHAAPTHOM OKPACKHW T'e€MaTOKCUIIMH-D03UHOM, MPU
MOJO3PEHUY HAa aMWIOWI03 ObUIM OKpaileHbl KOHTro KpacHBIM W HCCIEIOBaHbI B
MOJIIPU30BAHHOM CBETE.

CexBenupoBanue reHa TTR gnsa  auddepeHumanum npuoOPETEHHOTO U
HACJIEJICTBEHHOTO TUIIa MPOBOAWIN BO Beex ciaydyasax AT TR-amuinonnosa.

KpurepusiMu CHUCTEMHOTO XapakTepa MOPAKEHUS SBISUTHCH MOP(OIOTHIECKU
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JOKa3aHHBIM aMWIOUA03 B OHoNTaTax JABYX H Oojiee JOKaNM3alMi WM
MOP(OJIOTUYECKH JOKA3aHHBIA aMWIOWJ03 B OWoNTaTe OJHOW JIOKAIM3AIlMU B
COUETAHUU C KIMHUKO-UHCTPYMEHTAILHON KapTUHOW MOPAKEHUsSI, XapaKTEPHOU IS
aMHJION]103a, KaK MUHIMYM OJIHOTO opraHa [15].

AMMUIIONI03 cepaua TOATBEPXKACH MO pe3ysbTaraM SHIOMHUOKapAUAIbHOU
Ouoricuu, okpamuBaHusg KOHTro KpacHbIM M MMMYHOTHCTOXMUMHUH JUISl ONpPEICICHHUS
tuna amuiouga. [Ipu OTCYTCTBHHM THCTOJOTMYECKOrO aHajlu3a cepjla y MalueHTOB
JMAarHOCTUPOBAIM aMUJIOUJI03 CEeplla MPU HAJUYUK PE3yJIbTaTOB SKCTPaKapAUaIbHON
OMOTICHH, TIOATBEPKIAIONINX CUCTEMHBIM aMIJIONI0,3 U KIMHUKO-HHCTPYMEHTATbHBIX
KpUTEPUEB MOpaKeHUs cepana. KIMHUKO-UHCTPYMEHTAIBHBIM KPUTEPUEM TOPAKCHHUS
cepaua SIBISUIOCh Hanuuue ytonmeHus cteHku JOK >12 MM, HapylieHus putMa u/uwim
MPOBOAMMOCTH 0€3 M3BECTHOW ITHONOTHH. KIMHHUKO-WHCTPYMEHTAIBHBIM KPUTEPUEM
HNOpaXEHUsI MOYEK SIBISIIOCHh HAJIWYME aJbOYMUHYPUU/IPOTEUHYPUH W/WUIM CHUKEHHE
CK® [15].

Capkonio3 cep/ia MoATBEPKIEH MO0 pe3yabTaTaM dHIOMHOKApAHAIEHON OHoncun
JUIS  BBISBJICHUS HEKa3eU(UUUPYIOLIUXCS SHNUTCIUOUAHOKIECTOYHBIX TIpaHylIéM B
ouonTare. Ilpum OTCYTCTBMM THCTOJIOTUYECKOTO aHamW3a cepala y MalUueHTOB
JMarHOCTUPOBAIA CapKOUJ03 CepAlla MPH HAJIMYUU PEe3yIbTaTOB HKCTpaKapIUalbHON
OMONCHUM, MOATBEPXKIAIOLIUX CAPKOUI03, U KIMHUKO-MHCTPYMEHTAIbHBIX KPUTEPUEB
MOpakeHUsl cep/illa MO0 peKOMEHAAIMu AMOHCKOro MUPKYIATOpHOTO o01iectBa (2016)
[123].

Juarno3  OonesHu  Pabpu W MYKOIOJIMCAXapuao30B  MOJATBEPKICH
(epMEeHTaTUBHBIM M I'€HETUYECKUM HccheaoBaHueM. [lopaxenue cepaua npu 0ose3HU
®adpu, MyKONoJaucaxapua030B U 'y HOCUTeNIe MyTaHTHOTO TeéHa MyKOIIOJIucaxapmi03a
MOJITBEPXKJCHO IO JaHHBIM KIMHUKO-MHCTPYMEHTAJIBHBIX HccleaoBannid. KinHuko-
UHCTPYMEHTAJIBHBIM KPUTEPHEM TOPAKEHUS Cepla SBISUIOCh HAJIWYHE YTOJIEHUS
creaku JOK >12 mm, mopokoB cepaua, HapylieHUs pUTMa W/WIM TPOBOAUMOCTH 0e3
U3BECTHON ATHONOTUH. KIIMHUKO-WHCTPYMEHTAIBHBIM KPUTEPHEM MOPAXKEHHS MOYEK
SBJISUTOCH HAJTMUYHUE ajIb0OyMUHYPUU/TIPOTEUHYpUH W/ nin cHmkenue CKO [15].

bein mpoBenen ananu3 Bcex aoctynHbix OKIT — y 67 (82,7%) marueHToB ¢
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amuions03oM 1 35 (100%) naruentoB ¢ 6ose3nsio ®adpu, 28 (96,6%) marueHToB C
capkonziozoM, 7 (100%) manueHTOB ¢ MyKomosMcaxapuao3amu. OLEHEHbl KpUTEpUHU
Kopnenna, Cokonoa-Jlaiiona u Bonbtax 3yoroB OKI'. Hu3kuM BoJbTax)oM cuuTascs
BOJIbTAX B OTBEJCHHUAX OT KOHEYHOCTEW <5 MM WM B mpekapauanbHbix <10 mwm [15].
QRS KOMIUIEKCHl  JKENMyIOYKOBOTO TMPOUCXOXKACHUS, apTedakTbl M3 aHalu3a
UCKIIIOYAITUCH.

OXOKI' 6pa nmposeaeHa 63 (77,8% oT Bcex) ManMeHTaM C aMHJIOUI030M U 35
(100%) mauuentam c Oone3nbto Padbpu, 18 (62,1%) nmanueHtaM c capkougo3oMm, /7
(100%) manmenTaM ¢ Mykomoymcaxapuao3amu.. Jlanasie o Tommuae MIITT, TAPSE B
MEIUIMHCKOW JIOKYMEHTAllMd MPEACTABICHbl B €IMHUYHBIX ciay4dasx. YpoBeHb NT-
proBNP B ceiBopoTke kpoBHu y 67 (82,7%) manuenToB ¢ amuionao3omM, y 33 (94,3%)
naiueHToB ¢ OosesHplo Pabpu, y 28 (96,6%) mMmalMeHToB C CapKOHWI030M HE
ONPEIEIISIICS.

Jlnst onieHKH (DYHKIIMOHAIBHOTO COCTOSIHMSI Touek Oblia paccuntaHa CK® mo
dopmyne CKD-EPI (amunmommosz n=63, Gomne3nr Pabpu nN=31, Mykomoamcaxapumao3
n=7). Kpome Toro, mpoBe/ieHa OlleHKa MPUKU3HEHHBIX JAHHBIX [0 HAJUYHUIO U CTEIIEHU
BBIPQKEHHOCTH NPOTEHUHYPUU MO pe3yJbTaTaM OOIIEro aHajau3a MOYHM (aMHJIOUJI03

n=61, 6one3up Padbpu N=28, mykonoarcaxapumao3 N=7).

Y 26 HocuTenell MYTaHTHOrO T€HAa MYKOIOJucaxapujao3a [0 Halero
UCClIeIOBaHUsI HE OBbUIO TMPOBEACHO OOCIENOBAHUE CEPACUYHO-COCYJIUCTON CHUCTEMBI,
JTAHHBIE O COCTOSIHUU MOYEK HE ObLIN JTOCTYITHBI.

Huarno3 I'KMII 6s11 yctanoBiieH Ha ocHoBaHuu DXOKI' nannpix Ha 6azax ['BY3
I'Kb um. B.M. BysHoBa J/I3M (n=80), ®I'BY «HMMUIL] TIIM» MunzapaBa Poccuu
(n=1), 'BY3 I'Kb Ne31 um. akagemuka I'.M. CaBenneBoit JI3M (n=6) 3a nepuox ¢ 2008
nmo 2023 rox. B kauwectBe auarHoctudeckux kpurepueB ['KMII wucnons3oBanu
MakcuMajbHyto TonmuHy creHku JDK B gumactony >15 MM, HEOOBICHHUMYIO
aHOMAJIbHOM NIpEA- U MOCTHArpy3KoM wiM toiauuHy creHku JOK B quacrony >13 mm y
poactBeHHUKOB Juil ¢ [’ KMII nnu y iuir ¢ mooKuTeIbHBIM TeHOTHITOM [36].

OneHka MPOTrHO3a BBHIMOJIHEHA HA MPUMEPE aMUJIOU]I03a MOCKOJIbKY KOJUYECTBO

OO0JIBHBIX U ANMUTEIbHOCTh HaOmoaeHus (¢ 2008 mo 2023 r.) ObLIM JOCTATOYHO BBIIIIE B
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sToil rpynmne, yem B aprux rpynnax M3C. IlpoBeneHo cpaBHEHHE MNOJYYEHHBIX
PE3yIBTATOB C MOKa3areysiMu rpymsl nanueHTos ¢ [’ KMILL

2.3. Ckpununr Ha U3C y nanuenToB ¢ Haauyuem mapkepos U3C

Ckpunanar Ha MU3C 6b11 ipoBeneH cpeau 191 manuenTa ¢ HAMTMIMEM MX TUITAYHBIX
MapkepoB M BKIIOYaJl TeHeTHYeckoe, (epMeHTaTUBHOE U  Mopdojoruyeckoe
uccnenoBanusi. CKpuHUHT TipoBojuiics B nepuoa ¢ 2017 roma mo 2023 roa Ha 6azax
I'BY3 «I'Kb Ne31 mm. akamemuka .M. CapenseBoii» JI3M (n=156), 'BY3 «I'Kb um.
B.M. Bysuosa» JI3M (n=22), I'bY3 «I'Kb um. B.I1. lemuxoBa» /I3M (n=13, Pucynok
3):

IIanBaeHTHI C HANUYUEM
mapkepos U3C
(2017-2023 rr, n=191)

HATTR

AMBJIOHZ03 aAMHEIOHT03 (n—=06) N

cepama (n=5) AL - 21 CxpuEEHET
L]
aMET0oHA03 (D=2) aa H3C -

XCHu®B ATTA

IMamHeATHI C

HemoarT BEPICJIEI[I[HL[
H3C (182)

(penoTHN aCCONHAPOBaHbIH
: BACKYIHT (n=1

HupuILTpATHEHBIE
3aloreBaHHA
(n=9)

Pucynok 3. Ckpununr narmentoB Ha U3C npu Hanumunu mapkepos N3C

[Tpumeuanue: * Cxkpununr Ha M3C BKIItOUaeT reHeThueckoe U (pepMEeHTaTUBHOE
uccinenoBanue y 190 mammenToB; Mopdonornueckoe uccie1oBaHue y 4 MaueHTOB
** cpenu 6 manMeHTOB ¢ HaciaeACTBeHHBIM TUIoM AT TR-amunonnosa (HATTR-
aMUJION03), TOJBLKO 3 TIPOXOUIU 00ceIoBaHNe ceplia; (+) MOJIOKUTEIbHBIN
pe3yJbTaT M0 CKPUHUHTY; (-)OTpHIIATeIbHBINA pe3ysIbTaT 1Mo cKpuHUHTY; JIKMIT —
nunaraiuoHHas kapaunomuonarusi; XCHu®B — xponudeckas cepiieunast
HEJIOCTATOYHOCTh CO CHIDKCHHOM (hpakiueit BEIOpoca.

I'eHeTH4eckoe wuUCCIeA0BAHME TISITEH BBICYIIEHHOW KpPOBU TIPOBEAEHO 72

nanpeHTaM. OHO BKIIIOYAQJIO BBIABICHUE MyTallMid B T€HAax TPAHTUPETUHA - MPH
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nofo3peHun Ha ceMenHbli ATTR-amuiiono3 (CekBEeHHpOBaHHME I'€Ha TPaHTUPETHUHA
st mudpepeHnuanuu MpuOPETEHHOTO W HACJICACTBEHHOTO THIIA MPOBOAMIIA BO BCEX
cinyyasx ATTR-amunonnosza), GLA - npu nono3peruu Ha 6ose3np Padbpu, JTM30COMHO-
acconuupoBaHHoro meMmopannoro Oenka 2 (LAMP2) - npu nomo3peHun Ha 00Jie3Hb
Hanona, y2-cyobeaunuiipl S'AM®-aktuupyemoil nporeunkunassl (PRKAG2) - npu
MOJIO3PEHUN Ha M30JIMPOBaHHBIA TyMKoreHos cepauna; MYBPC3, MYH7, TPM, PLN,
TNNC1, TNNI3, TNNT2, ACTC1, FLNC, xapakTepHbIX sl KapIHOMUOTIATHH.

@depMeHTATHBHOE HCCJIE0BaHME TATEH BBICYHIEHHOW KpoBU mpoBeneHo 121
MAaIMCHTY, BKIIIOYAJIO OIpeaeiacHue KoHieHTparuu Lyso-Gb3 u aktmBHOCTH anmbda-
raJlaKkTo3uja3bl (CKpUHUHT Ha 00je3Hb Dabpu); aKTUBHOCTH HUIypOHAT-2-Cyib(haTasbl
(ckpunuHr Ha OosiesHp Xantepa — MIIC |l Ttuma); akTuBHOCTM  Oera-
MIIIOKOLEepeOpo3na3bl (CKPUHUHT Ha 0oJie3Hb [ o1e).

['enetnueckue U pepMEHTATUBHBIE UCCIEIOBAHUS MPOBOJUINCH C COOJIOIEHUEM
MpaBWJI B3ATHS, XPAaHEHUS W TPAHCIOPTUPOBKH. AHanu3 BbINONHsIICA B LleHTpe
Mounekynsproit ['eneruku (LIMI'), nabopatopuun ®I'AY "HMMUL] 310poBbst nereit”
Munsnpasa Poccum.

Buoncusi u Mopdoaornyeckoe uccjeaoBaHue OuonrTatoB mouek (N=1),
MOJICIM3UCTOTO ciost 12-nepcTHoM KHUILKH (n=2), KeIyaKa (n=1).
[Tatomopdonornyeckas oreHka OuonratoB ¢ oOkpackoil KoHro KpacHbIM C
MOCJEAYIOINIMM  HMCCJIEAOBAaHMEM B  TOJSPU30BAHHOM  CBETE, TUIMPOBAHUEM
aMUJIOMIHBIX JIETIO3UTOB C MCIOJb30BaHHMEeM aHTUTEd K AA-, AL-kamma, AL-msm07a,
ATTR-amuion103y B paMKax CKpUHHMHTA (CM BBIIIIE 2 3TaIl) IPOBeIeHa 4 TalueHTaM.

2.4. TlpocnekTHBHOE HcC/IeA0BaHHME MANMEHTOB ¢ moaATBep:kaeHHbIM U3C
u nanueHToB ¢ ['JIK 6e3 noarBep:xaennoro U3C

[IpoBomunock HaOMIOAATENHPHOE MPOCIEKTUBHOE HCcleoBaHUE 65 OOJIBHBIX C
noareepxkaeHHbIM M3C: ¢ amunongo3om (N=33); MIIC (n=32, u3 Hux 7 OOJIbHBIX U 25
Hocutenei myrantHoro reHa MIIC). I'pynnoit cpaBHeHus siBisiuch 30 MalMEHTOB C
runeprpodueit JOK (I'JIXK) 6e3 nonrsepxkaenHoro NU3C B nepuon ¢ 2022 rona no 2023
ron. [larmmenter oOcnemoBamnch Ha Oaszax I'BY3 «I'’KBb Ne31l um. akamemuka I .M.

CasenweBoir JI3M» (n=56), HUKU nemuatpum um. Axanemuka FO.E. Benbruiiena
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®I'bOY BO PHUMY um. H.M. IIuporosa Munszapasa Poccuu (n=15), ®PI'bY «HMUIL]

TIIM» MunznpaBa Poccun (n=18), 'BY3 «'Kb um. B.I1. JlemuxoBa JA3M» (n=4).
«Mopo3zosckas JII'’Kb» JI3M (n=2, Pucynoxk 1).

Ob6mas XapaKTEPUCTHUKA MAIMEHTOB B rpymnme aMHJION]1034,
mykononucaxapunozoB u ['JIXK 6e3 moareepkaenHoro M3C mpu mpocCrneKTUBHOM
uccleIoBaHUM TipencTaBiieHa Ha Tabnuma 3. Meauana Bo3pacta coctasmiia 44 (33,5;
67,5) ner.

Tabnuua 3. XapakTepucTuka NaieHTOB IPYII aMHJIOU103a, MyKOIIOIHCaXapua030B U

'K 6e3 N3C npu npoCrieKTUBHOM HCCIIEI0BaHUN

['pymnma, n M/ K Tum, n M/K | Tloarum, n M/K
AL, 10 5/5
WEATTR, 7 512
ATTR, 21 12/9
Awmwitonnos, 33 18/15 hATTR, 14 717
Alys, 1 0/1
He tunuposanwue, 1 | 1/0
I, 1 0/1
I, 2 2/0
Bonwusre, 7 5/2 IV 3 o1
Myxkornonucaxapuaossl, VI, 1 0/1
39 10/22 2 0/2
I
Hocurenu, 25 5/20 .8 0/8
IV, 14 5/9
VI, 1 0/1
['JIX 6e3 'KMII, 12 8/4
TOJITBEPKICHHOTO 20/10 | Tunepronuueckas 19/6
N3C, 30 0o0JIe3Hb, 18

Coxpawenusn: M/K — myxunna/skenmuna, ['JDK — runeprpodus eBoro xemyaouka,
WIATTR — ATTR-ammiounos, npuodperennsiii tum, hATTR - ATTR — amunounmos,
HacCJIE€ACTBEHHBIN THUIT

Y BceX MalMEeHTOB TMOJYYeHO WH(GOPMHUPOBAHHOE COTJIACHE€ Ha Yy4yacTue B
UCCJICIOBaHMHM. B paMKax MPOCHEKTHBHOTO 3Tama MPOBOAMIOCH PaCHIMPEHHOE
bus3uKaapHOE O0CIEeNOBaHWE C OICHKOW HaJIW4usg CHUMITOMOB U TPHU3HAKOB,

dbynkuuonansHoro kiacca (OK) XCH NYHA, usmepenuem aprepuanbHOTO JaBICHUS
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yepe3 1 1 3 MUH moclie nepexojia U3 MoJ0XKEHUsI CUISl B BEPTUKAIBHOE TOJIOKEHUE IS
MOATBEPKICHU S/ UCKITFOUCHUS OpPTOCTAaTUYECKOM TUIIOTEH3HH, BBISIBJICHUEM
KapJIualbHBIX U KCTpakapaAraibHbiX MapkepoB M3C B cooTBETCTBUM € pa3pabOTaHHBIM
yek-nmuctoM (cMm Ilpunoxkenne b k nuccepranum), a takke IDKI', 9XOKI, XM OKT,
aHanu3 kpoBu Ha TporoHuH |, NT-proBNP, nucratun C, olueHKa BbIPaKEHHOCTH
kinHnyeckor cumnromatuk XCH B coorBerctBum ¢ LIIOKC, onieHka kauecTBa KU3HU
no onpocuuky SF36 [10, 11]. Meanana BpeMeHH HAOJIOICHUS MAIMEHTOB COCTaBHIIA
12 (6; 18) mecsirieB.

KT B 12 cTaHAApPTHBIX OTBEJEHUAX PETUCTPUPOBAIM B MOJIOKEHUU JIEkKa Ha
CIIMHE C OTBEACHUSMH OT KOHEYHOCTEH, PACIOI0KEHHBIMHU HA 3aISICThSIX U JIOJBDKKAX,
CO CTaHJAPTHOU CKopocThio (25 mMm/c) u ycwienueM (10 mm/mMB). Paccmotpensr u
coOpaHbl cieaywolmue AaHHble: HacTpouku Quubrpa OKI'- ammapara; putm; UCC,
unTepBan PR; HampsokeHue W mpoaomKuTeNbHOCTh KomIuiekca QRS; HapymeHus
JETONSAPU3AINE W PEMONIApU3alliU, DIEKTPHUECKyl0 och cepaua. MutepBan QT
U3MEPSIIM BPYUYHYIO U KoppekTupoBaiu no gopmyne bazerra angs UCC ot 60 mo 100
ynapoB B MUHYTY U 110 ¢popmyiie @pamunrem s YCC vuxe 60 win Beimre 100 ynapos
B MuHyTy [199]. Huskoamruuryaaeie komimiekebl QRS ompenessuiich kak aMILIUTyAa
QRS < 5 MM BO BceX OTBEICHHUSAX OT KOHEYHOCTEH.

Henocrarounass mporpeccus 3yOma I B MpeKapauaibHBIX  OTBEICHUSX
ornpesensiach Kak amruiuTyaa 3yona r < 0,3 mB B otBeaenun V3 u ammintyaa 3yoma r
B oTBejeHnu V2 < amrummtyael 3yona I B orBeneHuu V3 [178]. Mamenenue ST-T
OTIPEISISUTA KaK MOIbeM WK aenpecus cerMeHTa ST-T Ha 1 MM 1 6oJiee OT UCXOTHOTO
ypoBHsi. Kpome Toro, Bo Bcex 12 cTaHAapTHBIX OTBEACHUAX HUCCIEAOBAIM HAIMYHE
Osokanbl npaBoit HOXkM mydka ['mca (BITHIIT), Onokaasl neBoit HOXKM myuka ['mca
(BJIHIII"), HapyuieHHsi BHYTPHUXKEIYJIOYKOBOW MpoBoguMocTtd. B wactHoCcTH, AB-
OJloKkaja TepBOM CTEMEHU ompenesiachk kak wHTepBas PR> 220 mummmcekyHn; u
uHBepcus 3youa T Ha rmyOuny >0,1 MB B >2 CMEXHBIX OTBEICHHUSIX NPU OTCYTCTBUU
BITHIIT/BJIHIII'. Ouenku BosbTaka KomruiekcoB QRS Taxke paccuuThIBAIMCH IO
ammuutyae kommiekcoB QRS B mummmumerpax (1 mm = 0,1 MB), Bo Bcex 6 oTBeneHusx

OT KOHEYHOCTEH U MpeKapAHalIbHBIX OTBeACHUSAX. YuuThiBamuch DKI', koTopbie ObLIH
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BBITMIOJIHEHB! MAIMEHTOM aMOyJIaTOpPHO WU MO CKOPOH MEAMIIMHCKOW MOMOIIM IpH
BO3HMKHOBEHUHU CUMIITOMOB HApYIIEHUS] pUTMA, TPOBOJIMMOCTH WIIH UILIEMUU.

XM IKT Brinonssanock Ha ycTpoiictBe Medilog FDS plus ¢ npunamiexsoctaMu
Schiller (IlIBeWmapus) mpuW BKIIOYCHUH B HWCCIEAOBAaHUE W B JIWHAMUKE TMIPU
HEOOXOJAMMOCTU. AHTHApUTMUYECKAs] Tepamusi OTMEHsJIach 3a TpU TepHoja
NOJIyBBIBEJIEHUS Tepe]] BbioJiHeHHeM MoHuTopuHra. XM OKI' mpoBoauiock, korga
NAIMEHTHl HAXOIWINCh B KIMHUYECKHU CTAOMIBHOM COCTOSIHHM B TeueHHue 24-4acoBOro
nepuojia peructpaui. Bo BpeMs 3amucu manueHTbl ObUIM aKTUBHBI, BEIH OOBIYHYIO
MOBCEHEBHYIO JAESATENbHOCTh, a TaK)K€ BEIU JHEBHUK HaOMIOAEHUS, B KOTOPOM
ONMCHIBAJIN CBOW pacloOpsiAOK JHS, IPUHUMAEMbIE JIEKAPCTBEHHBIE CPEICTBA,
KapualbHble CHUMIITOMBI, €CIM TakoBble ObulM. HanumoHanbHBIE pOCCHUKCKUE
PEKOMEHJAMU 10 TMPUMEHEHHI0 METOJUKH XOJTEPOBCKOTO MOHUTOPUPOBAHUS B
KIMHU4Yeckor mpaktuke (2014r.) npu uzmepeHun unrepanioB NN s ananmuza BCP
ObuTH coOIoIeHBI [9].

[Ipn ananu3e omnpeneysIMCh IOKa3aTeld BapuaOEIbHOCTH pUTMA Cepua:
KBaJpaThl pazmuuuii Mexay cocenaumu uHTepBasamMu NN (rMSSD) um mporeHT
nocyenoBaTeabHbIX HHTEpBAIOB NN, KOTOpbIE OTKIIOHSIOTCS IPYT OT Jpyra Oosee 4yem
Ha 50 Mc (PNN50) B kadecTBe MOKasareliell IapaCUMIIATHYECKONH MOJIYJISIUN, a
CpellHEe 3HAUYE€HHE CTAHJIAPTHBIX OTKJIOHEHHH BCEX HOPMAIbHBIX HWHTEPBAJIOB
cuaycoBoro NN mms Bcex 5S-munyTHbIX cermeHTOoB (SDNNIi) u  cranmaptHOe
OTKJIOHEHUE ycpemHeHHBbIX 3a 5 MmuHyT uHTepBaioB NN (SDANNI), TpeyronbHas
untepnossinus nHTepBasioB NN (TINN) B ocHOBHOM CBsi3aHBI ¢ cUMITaTH4ecKoi. Takxke
OIICHMBAIM KOJUYECTBO HAKeIyAoukoBbIXx dkcTpacucron (HXIC), XKOC wu
HeycTtoruuBol xenyaoukoBor Taxukapauu (HyXKT). Hy)KT onpeaensnu kak Tpu wiun
0osee Mociae0BaTENIbHBIX COKPAIICHUs, BOSHUKAIOUINX HUXKE aTPUOBEHTPUKYJISPHOTO
y3na, co cpenHuMm uHTepBasioM R-R <600 Mc u npomomxutensbHOcThi0 MeHee 30 c.
N3menenne ST-T onpenensuin kak noabeMm win aenpeccuss ST-T Ha 1 MM u Gonee ot
UCXOAHOTO YpoBHA. JKemyqouKOBbIE HApyLIEHUS pUTMa KiIacCU(PHUIMPOBAIN B
COOTBETCTBUM ¢ cucTteMoii kinaccudukanuu Lown B. u Graboys T. [137]. upkaausrii

unnaekc (L) ompenensercss kak OTHOIICHUE CpeAHEN THEBHOW K CpelaHEed HOYHOU
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YCC. IV cuuTanm MOHWKEHHBIM €CIM OH ObUT MeHee 1,2, W TIOBBINICHHBIM MPHU
3HayeHuu BoIe 1,45 [9].

IXOKI' BeimonHsuiack Ha anmapartax Samsung-Medison SONOACE R7-RUS
(Samsung, FOxnas Kopest), naruukom Samsung PN2-4 ¢ yactoToil ckanupoBanus 2 - 4
MI'1; Siemens Acuson SC2000 (Siemens CIIIA), matunkom Siemens P4-2 ¢ wactoroit
ckanupoBanus 1.3 — 4.4 MI'w; Philips Affiniti 50 (Philips, CIIIA), naturkom S4-2 ¢
4acTOTOM ckaHupoBanus 2 - 4 MI'.

OrneHuBaNMCh pa3Mepsl U 00BEMBI KaMep Cep/lia, TOJIIWHA CTEHOK KETy0YKOB,
Macca MHOKapja, JAuactoiudeckas u cucroiaudeckas Qynkuuun JDK, nHanmuuume
IIATOJIOTUH TOJYJYHHBIX W AaTPUOBEHTPHUKYJSIPHBIX KIIAIAHOB, B T.4. KAJIBIMHO3 U
YTOJIIIEHHE CTBOPOK, IIPOJIAIIC KJIAIIAHOB, B COOTBETCTBUM C PEKOMEHAALUSAMHU
AMEpUKaHCKOTO oOmiecTBa sxokapauorpaguun/Esponeiickoi accolalnu
KapAMOBacKyJsIpHO# Bu3yanu3anuu (2016 r) [147].

O6ctpykuust BOJIXK onpenensnacek npu ponruieporpadun Kak MTUKOBBIN TPaIueHT
>3(0 MM PT. CT. B IOKO€ WJIM MPU TMPOBOKAIMH MPHU JTomIuieporpadun. AcuMMeTpuIHas
centanbHass ['KMII/yrommenune crenkn JDK Obuta nuarHocTHpoBaHa Ha OCHOBAHHH
Hanuuus ToamuHbl neperopoaku JOK >15 MM U OTHOIIEHUS! TOJMIIMHBI IEPETOPOIKU K
cBobomaHoi ctenke JIDK >1,3 [25]. Anukamsayto ['KMIl/ytommenue crenku JDK
ompeneysyii Mo  MOPGOJIOTUYECKH HEOJHOPOJHOMY yToimieHuto creHku JDK,
orpanudeHHbIM Bepxyikoin JIK [36].

N300paxkeHust s M3MEpPEHUs NaNWUIPHBIX MBI ObUIM MOJYYEHBl U3
MIapacTEPHAJIBHOM MPOEKIMHU MO KOPOTKOW OCH. MakcHMalbHbIE IHAMETPBI MEpPEIHE-
JaTepaIbHOM U 3aIHE-MEAUATbHON MAaNWIISPHBIX MBIIIL H3MEPSIIA Ha CPETHEM YPOBHE
napacTepHAIbHOM MPOEKIHUH MO KOPOTKOM OCH B KOHEYHO-TUACTOJIMYECKYIO (a3y.
['OpU30HTAIBHBIN HAMETP U3MEPSAIU IapajuleNIbHO JIMHUM, IPOBEACHHOU MEXIY
ueHTpoM nonocty JDK v manvuisipHOM MBILILEH, B MECTE €€ IMPUKPEIJICHUSI K CTEHKE
JDK. BepTukaibHblii AMaMETP U3MEPSIIN MEPIECHANKYISIPHO JIMHUU, ONTMCAHHOW BBIILIE
(Pucynok 4). B cootBerctBUM ¢ Kputepusmu KoOarid yTOJIIEHHE MaMUIISPHBIX
MBI OMpEAESsUIOCh AuaMeTpoM >11 MM 1o KpailHeli Mepe OJHOM ManuUISIpPHOU

MbBIINOBI B TOPU30OHTAJIBHOM HWJIWM BCPTUKAJIBHOM HAIPABJICHUMW WX B obonx
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HanpasieHusix [113].

Pucynok 4. I3aMepeHue pa3MepoB NaNUIUIIIPHBIX MBIIIIT

Macca muokapna JDK (MMIDK) u e€ unnekec (MMMJIK) paccuntsiBamuch 1o
crneayroriei hopmyie [131]:
MMJDK = {0,8 x (1,04[(KIP JDK + T3¢ +Twmxkn)® — (KAP JDK)?]) + 0,6}

[0,8 x (1,04[(KJP JIK + T3c +Twxn)® — (KIP JIXK)?]) + 0,6)
MMMITK =

IUIOIIAb IOBEPXHOCTH TEJA

[latrepn nHanonnenuss JDK (Bomna E, BosmHa A) oOLeHMBaIM C MOMOIIbIO
UMITYJIBCHOM Jomieporpaduu B 4-KaMepHON MPOCKINK. 3HAYCHHE CUCTOIMYECKOH (S),
panHelt (e’) u mo3nHen (') AMACTOIMYECKUX CKOPOCTEM CMEIICHUS CeNTajbHOTO U
06oxoBoro otTaenoB ¢pudpo3Horo koubiia MK onenuBamu ¢ momonipto TDI B 4-kamepHoOi
NPOEKIMHU; OBbUIO PACCUMTAHO OTHOIICHHE MEXKAY paHHUM JIMACTOJIMYECKUM
HanonHenueM JIDK u cenTanmbHOM CcKOpocThio muTpanbHOro kojbma (E/e’) [147].
[ManmenToB ¢ auactonuueckoi quchynkuueit JOK pacnpenenwnu mo tpem tunam [147].

Tommuunay crBopkn MK m3mepsinum BO Bpemsl OUACTOJbI MPU MOJHOW IKCKYPCUHU
IpY ONTHUMAJIBHBIX HACTPOMKAx ycwiieHHs 0e3 TapMOHUK M ¢ dactoToi >2,0 MI'1 B
napacrepHanbHol JumMHHON ocu (Pucynok 5A, B). M3mepenue TommmHabl cTBOPpOoK MK

TaKX€ BBINOJHUIOCH B CHUCTOJly NPU AaNUKAIBHOW YETBIPEXKAMEPHOW IPOEKIIMU
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(Pucynok 5B). U3mepenust Tommabl 3aaHeit ctBopku MK (Pucyrnok 5B) nmpoBoaumch
B JMACTOJTy B HETIOABMKHOM Kajpe, T/ie ObLIO YeTKOEe OTAeIeHHUE 3aaHeil ctBopkn MK
OT ApYrux TKaHe# 3agHero konbua. Mzmepenne Tonmuabl AK BBIIOTHAIOCH B CUCTONY

B IapacTepHAIbHON JMHHOM ocH (PucyHnok ST).

A- Uzmepenne
TO/IIIHHEI TIepeHeH
CTEOPKH MHTPATEHOTO
KIamaHa

B- Hzmepenne
TOIIIHHEI 3aJHeH
CTEOPKH MHTPATEHOIO
K7IanaHa

B- Hamepenue
TOJIIIHHEL 3aJHEH
CTEOPKH MHTPAIEHOTO
KJIanaHa

T'- Namepenue
TOINIHHEI CTEOPKH
a0pTATBHOTO KIanaHa

Pucynok 5. I3mepenue tomnuabl cTBOpoKk MK n AK
N3mepeHne mpoBOAWIA B CAMOM TOJICTOM YacCTH CTBOPKH, BKJIIOUAsl O4YAaroBOE
YTOJIIIEHUE, BBIMYKJIOCTh M Y3€JIKOBOCTh HAa KAapKac€ C MAKCHUMAJbHBIM OTICICHUEM
XOpJl OT TKAaHU CTBOPKU. AHOMAJIBHOE YTOJIIEHUE nepeaHe ctBopku MK 3aBucHT OT
BO3pacTa W ONpeeNseTcs CleayomuM odpasom: >3 MM Jjist JuI] B Bo3pacTe <20 JieT;
>4 mMm s qan Bospacte 21-40 mer; =5 MM mig sun crapuie 40 jget. AHOMaJIbHOE

yrouienne cTBopok AK onpenensiercs koraa ux tonammaa >1,5 mm [173].

VYronmenue ctBopok AK pazgenwnu Ha nerkoe (1,5-2,5 mm), ymepennoe (2,5-4
MM C HEOOJIBIIUM OTpaHudeHreM packpbiTusi AK w/unm ymepenssiii kanbiinao3 AK) u
BbIpakeHHOEe (>4 MM U opraHudeHueM packpbiTusi AK u/unm BeIpakKeHHBIH KaJIbIIUHO3
AK, Tabmauma 4). Yrommenue ctBopok MK pasmenunu Ha nerkoe (4-5 MM), yMepeHHOE
(5-7 mm ¢ yrommenuem xopa MK), BeipakeHHOe (>7 MM C YTOJIIEHHEM XOpA H

(GbuOpPO30M BEpXYILIKHU ManwispHO# Mbiel) (Tabnuua 5).
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Crenenu Tonmuna | Orpannuenue | CteHo3 | JloMOJHUTENbHbBIC TPU3HAKH
YTOJILIEHUSI | CTBOPOK | PacKpbITUSA AK
ctBopok AK AK AK
Hopma <1,5 mm - -
1 crernenn 1,5-2,5 - -
MM
(;1erkoe)
2 CTeIeHb 2,5-4 mm +/- - Kanbsimuos AK, creHku aopThl
KQJIBIIUHUPOBAHBI
(ymMepeHHoe)
3 creneHp >4 MM + +/- Bripaxkennsiii kanpmHo3 AK,
CTEHKH aOpPThI
(BBIp2XKEHHOE)
KaJIbIIUHUPOBAHBI,
aopTaJIbHAsl PErypruTalus
Ta6nuna 5. [lpennaraemast kiaccudukaus yroamieHus cTBopok MK
Crenenn Tonmuua | Orpannuenne | CteHO3 JlonomHUTENBHBIE
YTOJIILCHUS CTBOPOK | PacKpbITHUs MK [IpU3HAKU
ctBopok MK MK MK
Hopma <3 MM -
1 crenenn 4-5 Mmm -
(Jterkoe)
2 CTEINEeHb 5-7 mm +/- Yronmenue xopag MK
(ymepeHHoe)
3 cTeneHb >7 MM + +/- Yronmenune xopa MK,
(BBIpaXKEHHOE) ($ubpPO3 BEpXyILIKU
NAMWISIPHON MBIIIIBI

ITponanc MK Obu1 quarHocTHpOBaH Kak CMELIEHHE CTBOPOK 0oJiee 4YeM Ha 2 MM 3a
peaenbl MUTPAJIIBHOTO KOJbLA B MNapacTEPHAIbHOM WM alMKalbHOM 4-KaMepHOU

NPOCKIMH 10 JUTHHHOMN ocu [67] (PucyHOK 6).
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Pucynoxk 6. [Ipomnanc MK B napactepHanbHON NPOEKINH 10 JJIMHHOM OCH (a) WK

aryMKaIbHON YeThIpeXKaMepHOU mpoekIiuu (0)

Tommuuaa MIIII u3mepsnace npu anvKaabHOM YETBIPEXKAMEPHOU BHU3yaJlW3alUU
IIEPIICHINKYJIPHO €€ OCHM B KOHIE JUAacTOJbl Ha pPacCTosHMM | cM OT Mecra

COCIMHEHUS MepeiHeit cTBOpku U Gprdpo3Horo kosbia MK (PucyHok 7).

Pucynok 7. U3MepeHne MexXnpeacepIHON MEPEropoaky B alMKAIbHOM
YETBIPEXKAMEPHOU MPOCKLINU
[IMKOBYIO CHCTOJIMYECKYIO JKCKYPCHIO KOJbLA TPEXCTBOPYATOrO KjamaHa
(TAPSE) onenuBanu B M-pexxume B 4-KaMepHOM MPOEKLUHUHU, & CHUCTOJIUYECKOE
JABJIEHUE B JIETOYHOM apTepUy OLICHUBAIM HA OCHOBE CKOPOCTH TPUKYCHUIAIBHON
perypruTtaiii ¥ pacueTHOro JTaBjIeHUs B mpaBoM mpenacepauu [144]. Peryprurarus

TPEXCTBOPUYATOI'O KJIaIlaHa HGpBOfI CTENECHMU CUMUTANACh MAaTOJOTMUYECKON U OTIMYaJIach
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OT (PM3UOJIOTHUECKON PETYPTUTALUU TIPU 3HAYCHUSIX CUCTOIMYeckoro napienus B [DK
BbIIIE 20 MM pT.CT.

NHnuBuAyanbHblE U3MEPEHUS MPOBOJWIUCH TPHXKABI IO  ONTHMAalbHBIM
HEMOJABW)KHBIM KaJpaM KHUHOIETIIeW. V3MepeHuss MmpoBOAWINCH B MHJUIUMETPAX C
TOYHOCTBIO JI0 IBYX 3HAKOB IOCJIE 3aMTOM B COOTBETCTBHM C HACTPOMKAMHM ammnapara,

34TCM YCPCOAHAINCH 10 MUJIJIMMCTPOB U OAHOI'O 3HAKA IT0CJIC 3aMsTOM.

OTHoOILIEHHE Macchl K BOJBTaXy pPAaCCUMTBHIBAIOCH Kak macca muokapaa JDK,
WHICKCUPOBAaHHAS K IUIOMIAJAM TIOBEPXHOCTH Tejia, JAEJCHHas Ha CyMMY aMIUINTY]
xomruiekcoB QRS Ha DKI' B oTBeficHHUAX OT KOHeuHOCTeH B MM (nHAaekc MLI) mim Ha
nnjaekc CokoinoBa-Jlaiiona B MB (magexc MBc).

JlabopaTopHasi IMarHOCTHKA y MAIMEHTOB MTPOCIIEKTUBHOMN TPYIINbI POBE/ICHA
C UCHOJIb30BaHUEM 3aMOPOKEHHON CHIBOPOTKU KPOBH, XpaHUBIIEHCS C COOIIOACHUEM
temriepaTypHoro pexuma -20°C. Ypoenb NT-proBNP, tpononuna |, nucraruna C
Obl1  ompenenaeH  TBepAoda3HBIM  OJHOCTAIUMHBIM  «sandwich»-BapuaHToM
UMMYHO(GEPMEHTHOTO aHaJlh3a Ha TUIAHIIETaX C MCIOJIb30BaHUEM TecT-cucTeM «NT-
proBNP — UDA-BECT» (uyBctBuTenbHocth — 0,02 Hr/mui), Tpononuna | — MUDA-
BECT» (uyBctBuTtenbHocte — 0,02 wr/mmn), unucratun C — UDA-BECT»
(uyBcTBUTENBHOCTH — 00,05 MKI/MJT) COOTBETCTBEHHO.

2.4. Crarucrtudeckasi 00padoTKa MoJy4eHHBIX Pe3yJbTaTOB

HopmanbHOCTh pacnpenenieHus 3HAaYeHUN MPU3HAKOB MPOBEPSIIach MO KPUTEPHIO
Konmoroposa—CmupHoBa. JlaHHBIE TNpEACTaBICHbI B BHUIE CPEAHErO0 3HAYEHUS =
CTaHJApTHOE OTKJIOHEHHE JUIi HOPMAJIbHO  PACIPEICICHHBIX  HEMPEPHIBHBIX
NMEPEeMEHHBIX M JIOJIeH JUIsl KaTeropHalbHBIX MepeMeHHbIX. Korma pacmpenencHue
UCCIIETyeMbIX KOJMYECTBEHHBIX TPU3HAKOB OTIMYAIOCH OT HOPMAaJbHOTO, TIpU
CTAaTUCTUYECKUX pacyeTax MCIOJb30BAIMCh HEMapaMEeTPUUECKHe KPUTEPUU W
KOJIMYECTBEHHBIC TIOKA3aTeNIM TMPEJCTABICHBI B BUIE MEIUaHBl U WHTEPKBAPTUIHLHOTO
pasmaxa. Paznuums Mexay  HOPMambHO  pacHpeleleHHBIMH  HEMPEPHIBHBIMU
3HAYEHUSIMU OLICHUBAJIUCh C HCIIOJIB30BAHUEM OJHO(AKTOPHOIO JIHUCHEPCHOHHOTO
ananu3a (ANOVA) c anocrepuopHoit koppekuueid bondepponu. Paznmuuus mexay

HOMHHAJIBHBIMH IICPCMCHHBIMU CpaBHHBAJIM C IIOMOIIBKO KPUTCPHA XH-KBaApar.



62

AHanu3 OTHAJeHHOW KyMYJATHBHOM BBDKMBA€MOCTH OCYLIECTBISUIM IO METOIY
Kannana—Meriepa; pa3nuuuil MeX1y KpUBBIMU BBKMBAEMOCTH — C IIOMOIIBIO JIOTPAHT -
Kputepus. s pacuera BEpOSATHOCTM HACTYIUIEHHS COOBITHS B 3aBUCUMOCTH OT
3HAYCHUN HE3aBUCHUMBIX TEPEMEHHBIX HCIIOIb30Balach OWHApHas JOTHCTUYECKas
perpeccusi. AHanu3 padouux xapakrepuctuk npueMHuka (ROC) ans naeHTHpUKAIuu
N3C y mnanuentoB ¢ yronumieHueMm creHkd JDK Obll BeIMONHEH A1 pacueTa
YYBCTBUTEIBHOCTH, CIEUMPUUHOCTH, iomaau nojx kpuBod ROC u ontuManbHOTo
IIOPOrOBOI'0 3HAYECHUS, a TAK)KE OIPENEIICHHs KayeCTBAa IPOTHOCTUYECKOM MOJIEIH.
Perpeccuonnas mojnens Kokca ucnosib30Baiach sl OLIEHKH YCIOBHOI'O pUCKa COOBITHS
P 3aJaHHBIX 3HAYEHUAX HCXOAHBIX MpHU3HAKOB. 3HaueHue p <0,05 cunranoce
CTAaTUCTUYECKU 3HAUYMMBIM. AHaJIN3 MPOBOJAMJICS CIELUATMCTOM MO OMOCTAaTHCTUKE C

MCITOJIb30BAaHUEM CTAaTUCTUYECKOTO IporpammHoro odecredenust SPSS (Bepcus 26.0;

Uuctutyr SPSS, CIIA) u STATISTICA (Bepcus 12.0; StatSoft, CIIA).
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I'IABA 3. PE3YJIBTATBI UCCJIIEJOBAHMUA
3.1. Pe3yabTart PeTPOCIEKTUBHOIO aHaJu3a MeAUIUHCKOM
TOKYMEHTANH

CambiM yacto nuarHotupyemMbiM M3C B HacTosiiiee BpeMs SIBISETCS aMHIOUI03
cepaua. Hamu npoananu3upoBaHa 4acTOTa IMATHOCTUKY aMHWJIOM03a [0 PE3yIbTaTaM
ananu3a ouorncuiinoro matepuana B ['bY3 «['Kb um. B. M. Bysnosa» [I3M (Tabnuna
6). Hanpasnenue MmaTepuana C EJBIO Mop(doornueckoro
MOJITBEPXKICHUS/UCKITIOYEHHST  JICTIO3UTOB  ammwiouaa a0 koHma 2016  roga
OCYIIECTBIISUIOCH JIMIIb B €AMHUYHBIX citydasx [15], BeisiBissieMocTs ammiionio3a Oblia
KpaililHe HU3KOW. B mocienyromue rojipl OTMEYEHO INOCTENEHHOE YBEJIWYEHUE YHCIIa
3alpOCOB Ha BepU(UKAINIO aMUIION1a U KOJIMYECTBO JOKa3aHHBIX CIIy4aeB aMUJIOU03a
[15]. Cpennsis yacTora quarHocTrku ammionao3a ¢ 2008 mo 2019 rr cocrapmia 12/100
THICSY TOCTUTAIM3UPOBAHHBIX B Tox, MakcuMmaibHas B 2019 romy - 53/100 ThIcsS4
TOCTIUTAIM3UPOBAHHBIX .

Tabnuna 6. YacToTa 1MarHOCTUKUA aMUJIOUA03a B MHOTOIPO(UIBHOM CTAIlMOHAPE I10

pe3yabTaTaM OMOIICHIHBIX UCCIICIOBAHUI

I'on KommuecTBo KomnuecTBO manueHTos ¢ YacToTa THarHOCTUKU
MPOJICYEHHBIX | MO3UTUBHBIM PE3YJIbTATOM aMUJIONU1032
MAllEHTOB B Ipyu BEpUPUKALIUH (xommuectBo/100 ThICSY
CTaI[MOHApe aMuIIona YEJIOBEK)

2015 42024 0 0

2016 46047 1 2,17

2017 45909 3 6,93

2018 49604 15 30,2

2019 47024 25 53,2

2008-2019 445964 56 12,6

ITo nanubiM otyeta I'BY3 «Mopozosckas AI'Kb» I3M, ®I'bY «<HMUILL TIIM»
Munsznpasa Poccuu, I'BY3 «I'Kb Ne 52» JI3M, I'bY3 MO «MOHUKHU um. M.O.
Brnagumupckoro», 1o 11.2023 r. B MockBe u MOCKOBCKOW 00JIaCTH BBISBIICHO 48
MalueHToB ¢ 0osie3Hbr0 Madpu, BKItOUYaAs B3pOCTBIX U aeTe. C ydeToM YUCIEHHOCTH
HAceJICHWsI JaHHBIX PETMOHOB, OMpEJIeNICHa YacToTa AUArHOCTHKH Oojie3Hn dadpu B
MockBe 1 MOCKOBCKOM 00JIaCTH, COCTABJISAIONIAS 2/MITH. HACCICHUS.

leyme I/IH(l)I/IJIBTpaTI/IBHBIC 3a00JIEBaHMST BBIABIISIOTCS B CAWHWYHLIX ClIy4dasX,

JaHHBIC O 4aCTOTC UX AWMArHOCTUKHU HE JOCTYIIHEI.
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AHAMU3 MEIUIHMHCKON JOKYMEHTAllMd Y MNANHEHTOB C CHCTEMHBIM
aMWIOHI030M

[lpy aHanW3e MENUIMHCKOH JOKYMEHTAIlMM IMallMeHTOB C CHUCTEMHBIM
amuniongo3oM (n=81, 59,3% xeHiuH) meauana Bo3pacta cocrasmia 70 (61; 79) ner. B
79% cimyyaeB JAMAarHOCTMKAa CHCTEMHOTO aMMJIOMAO03a ObUla  OCYIIECTBJICHA
OpKu3HeHHo, B 21% ciiydaeB nuarHo3 ObLT BIEPBbIE YCTAHOBJIEH Ha ayTOICHU.
TunupoBanue amunonna 6wi10 mposeneHo y 45 (55,6%) 6onpabix: ATTR-amunonmos
BbIsIBIICH Yy 23 (28,4%), AL-amunonno3 —y 16 (19,8%), AA-amunonnos —y 3 (3,7%),
Alys-amunonnos — y 1 (1,2%) nanuenTa (Pucynok 8). [lo TexHHYECKUM MpUYUHAM, Y

36 (44,4%) manMeHTOB THITMPOBAHKE aMUJIOU/IA HE TPOBOMIIOCH.

Hacaeacr-
BEeHHBIH
THI
14; 60.9%

IIproOpere-
HHBIH

THI

/ N 9:39,1%
Alys 15 1,2% -

He AA 2;2,5%" ~AA 3;:3,7%

Pucynok 8. Pe3ynbpTaThl THIMPOBAaHUS aMUIIOUIA
Menuana BpeMeHu OT e0r0Ta 3a00JIeBaHMs 10 TOCTAHOBKU JUArHO3a aMUJION 1032
coctaBuwia 2 (1; 4,5) roga, max — 17 net. [laroreHeTnueckoe jedeHue MPOBOIUIOCH 18
(22,2%, n=81) manyeHTaM C aMIIOU1030M. Menana BpeMeHU C MOMEHTA MMOCTaHOBKHU
JMar”Ho3a 70 Hadajia MaTOreHeTHYeCKo Teparmuu coctaBmia 5 (2; 12) mec, max — 12
net. Ilarorenernueckass tepanus ATTR-amunmonnosza tadpamuaucom mnpoBoguiach 9

(39,1%, n=23) 6oabHbIM, mipu 3T0M 7 (30,4%) OoNbHBIM Ha3zHauanu TahaMuaKC B 103€
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20 mr 1 pa3 B cyTku, 2 marnuenTta (8,7%) ymepiau Bo Bpems jedenus. Y 2 (8,7%)
OONBHBIX HAa (POHE MPOrPECCHUPOBaHUS MOPAXKEHHsS cepiia no3a Tadamuauca Oblia
yBenuueHna 0 61 mr 1 pa3 B cyTku. Xumuortepanus Obuta HazHaueHa 9 (56,3%, n=16)
nareraTam ¢ AL-amunongo3oM, mipu 3toM 6 (37,5%) OGOIbHBIX TPOIUTH 6 KypCOB IO
nporpamme VCD (6optezomn6d + 1mukiodochamun + mekcamerasoH), U3 HUX Y 5
(31,2%) mamueHTOB HACTyIWIa IIOJHAs TremaTojorudeckas pemuccus, 1 (6,3%)
nanueHT ymep ¢ HapactanueM sBiieHnid XCH nHa done Teparmu; 1 (6,3%) mamueHT
npomen 4 kypca mo nporpamme MD (mendanan + nexkcameraszoH) € JIETalbHBIM
ucxonoM; y 1 (6,3%) marmuenta nposeacH 1 kypc VMD (Mmendanan + 6oprezomud +
nekcamera3oH), 2 kypca VCD, 3 kypca BBD (Genmamyctun + Oopte3oMub +
JICKCAaMETa30H), TOCTUTHYTA TIOJHAs reMaTosioruyeckas pemuccus; 1 (6,3%) nammeHt
npomen 1 xkypc VCD, 4 kypca MD c¢ kapamotokcuyeckumu ocioxxkneHusimu (DII,
apTepuaibHON TUNoTeH3uen, nexommneHncanuein XCH, noseimiennem NT-proBNP no
6286 nr/mi, TpononuHa I 1o 0,233 ur/mn).

3a nepuoa HabmoAeHus, KOTOphIi coctaBui 13 (0; 22) mec, max — 15 net, ymepiu
40 (49,4%) manMeHTOB C CHUCTEMHBIM aMWJIOWI030M. Pe3ynbrarhl ayTorncuu ObUIH
noctynHbl y 22 (55%, n=40) nmauuentoB, y 100% u3 HUX OBLIO BBIABIECHO MOPAKEHUE
cepaua.

ATl B anamuese ormeuanach y 57 (72,2%) nmaniueHTOB ¢ CHCTEMHBIM aMUJIOUI030M:
y 8 (10,1%) manmentoB — 1 crenenu, y 12 (15,2%) — 2 crenenn, y 37 (46,9%) — 3
creneHu. Y 21 (26,3%) maryenTa rnpu rocuuTain3auu Obula BBISIBIICEHA apTepUaTbHAs
TUTIOTCH3US.

[lepenecennsiii nHpapktr muokapaa (MM) B anamuese Obut ykazan y 15 (19,5%)
nanmeHToB. KopoHnapoanruorpadust B aHamMHe3e TPOBOAWIACH 15 marmueHtam: y 8
(53,3%) manueHToB 3HAYMMBIX CTEHO30B KOPOHAPHBIX COCYAOB HE OBLIO BBHISBIICHO, Y 7
(46,7%) — BbIsIBIIEH 3HauMMBIA cTeH03. Cpean 3 MAI[MEHTOB C MEPEHECEHHBIM paHee
UM u npoBeneHHo# kKopoHapoaHnruorpaduei, y 2 (66,6%) manueHToB ObUT BBISBICH
3HaYMMBIN CTeHO3, Y 1 (33,3%) - 3HaYMMBIX CTEHO30B HE ObLIO BBHISBIICHO.

CHA 2 tuna umen mecto B aHamHe3e y 23 (30,3%) OONBHBIX C CHCTEMHBIM

amuiou1030M. Xponuueckasi 0osnesnb noyek (XbII) BeisiBiena y 44 (62%) naiueHToB.
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XCH 6su1a y 60 (77,9%) nauuentos, XCH II-IV ®K no NYHA O0sbuia BeisiBiieHa y 49
(65,3 %) nanuenTtoB (Tabmnuma 7).

[Tpu DXOKI nepeanesanuuit pazmep JIII coctaBun 44 (40; 48,9) MM, ero o0beM
— 82,6 (68,5; 107,5) mu, o6beM mpaBoro npeacepauss — 62,2 (37,9; 86) mur, ®B JIXK
(mo Cummncony) — 53,8 (41; 58,5)%. ®B JI)K <40% swisBaena y 19 (32,2%), ¢
npomexxyTounoit y 14 (23,7%), XCHc®B y 26 (44,1%) nauenToB. Tmkn cocraBuiia
16,2 (14; 20) mm, T3c — 15 (12,3; 17) mm. YTommenue crenku JIDK ormedanoch y 57
(95%) manmentoB (n=60), u3 Hux y 43 (71,7%) — BBIpaKECHHOE YTOJIICHHUE CTCHKH
JOK (Tvoxn w/mmm T3c JDK >1,5 cm). V 48 (84,2%) GonbHBIX yTonmeHue cteHku JIK
Obl10 cumMeTpudHbIM. TommuHa creHku JDDK y JKMBBIX W yMEpIIHMX ITallHEHTOB C
aMHJIOHI030M JIOCTOBEPHO He pasznudaiuck (p>0,05) (Tabmaura 7).

Y 63 (100%) mnamuentoB mpu DXOKI BBISBICHBI H3MEHEHHUS KJIAIIAaHHOTO
anmmapata. Y 59 (93,7%) manueHTOB BBISIBICHBI JIETKash UM YMEPEHHAs MUTpaibHas
peryprutanus, y 31 (49,2%) — aopransHas, y 31 (49,2%) — nerounas, y 59 (93,7%)
— TPUKYCNHAAJbHAs peryprutanus. AOpTajbHbII CTEHO3 IEpPBOM CTENEHU ObLI
BbIsiBIIeH y 1 (1,6%) narnuenTa.

B OXOKI 3akntoueHnn onucaHbl “BKIIIOYEHHS Kanblus B cTBopkax MK - y 43
(72,9%), B ctBOpkax AK -y 38 (64,4%) manuenToB. Y 34 (55,7%) nanmeHTOB UMETUCH
MPU3HAKU “3€PHUCTOCTU MHUOKapa.

['unokune3 muokapaa JOK BeisiBnien y 27 (42,9%) nanuentoB: y 14 (22,2%) —
mubdysnsiii, y 4 (6,4%) — nokanenbiii, y 9 (14,3%) — nokanbHbli Ha (oHe
mupdy3Horo. AxkuHe3 BbisiBIEH y 6 (9,5%) mnaumentoB. HemHBa3sMBHO MNpU3HAKU
JIETOYHOM TUMEPTEeH3UHU BhIsIBIICHBI Y 37 (63,8% maiueHToB, KOTOPHIM Obljla MPOBECHA
onenka CJIJTA) marueHToB.

Huactonuueckas muchynkius JDK BeisiBnena y 46 u3z 51 (90,2%) manuenTa,
KOTOpbIM ObLJIa TIPOBEJCHA OlIEHKa auactoimdeckod ¢Gynkmmm: y 11 (21,6%) —
HapyluieHue penakcauuu, y 14 (27,4%) — nceBmonopmanuzanusi, y 21 (41,2%) —
pectpukius. Y 5 (9,8%) naureHTOB OTMEYEHA HOpMaslbHasl TUACTOINYecKast QyHKIIUS.

BeimoT B mosioctu mepukapaa Obul BeIsIBICH Y 36 (46,8%), u3 Hux y 1 (1,3%)

namueHTa OblI reMOTepUKap ] ¢ TAMIIOHAION Cep/illa KaK OCI0KHEHUE pacCliauBaroIeH
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aHEBPU3MBI BOCXO/ISIIEH aOPTHI.

[Tpu amamuze moctymuabix OKI', 3aperncTpupoBaHHBIX HEMOCPEIACTBEHHO MEpe
CMEPTHIO Y YMEpIIMX M TpH MOCJIEIHEW TOCNMUTaIN3aluud y XKUBBIX (n=54), y 28
(51,9%) marmenTOB OBLT BHISBIICH HU3KUN BOJbTaX KomruiekcoB QRS. ®I1 BeisiBieHa y
30 (38%) marueHTOB ¢ cCMCTeMHbIM amuiiongo3oM: y 14 (17,7%) — nocrosiHHas, y 2
(2,6%) — nepcuctupyromas, y 14 (17,7%) — napokcusmanbaas dopma. KT Obia
3apeructpupoBana y 13 (16,3%), bubpmwmsaius xemynoukoB — y 1 (1,2%) nmamuenta
HEIOCPEJICTBEHHO TEPE/] CMEPTHIO.

Hapymenuns npoBoauMocTH BeisiBIEHBI y 46 (57,5%) namenTos: AB-Onokana —
y 13 (16%), BIIHIII' — y 8 (9,9%), BJIHIII' — y 30 (37%), HapyuieHue
BHYTPIIKEIYI0YKOBOM TmpoBoguMoctd — y 15 (18,5%) mnaunmentoB. 9 (11,1%)
nmareHTaM  ObUT  HWMIUTAHTHPOBAH  AJICKTPOKAPAUOCTUMYIATOp.  [IpwmumHOM
UMIUIAHTAIUU DJIEKTPOKAPAUOCTUMYIISITOPA SIBJSUIUCH CUHIPOM CJIa0OCTH CHHYCOBOTO
y3na y 4 (4,9%), AB-6nokama III cremenn y 3 (3,7%), Opaaucucroiamdeckas
noctosgHHass ¢opma DIl - y 2 (2,5%) nmaumenroB. Ognomy (1,2%) maumeHty ObLI
umiantupoBad MKJ[ mo moBoay >kemynodykoBOM Taxukapauu. JKuUBbIE U ymepliue
MAIMCHTHl ¢ aMHUJIOW030M JIOCTOBEPHO He paznumyanuch mo Haauuuto OIT (p>0,05)
(Tabmuma 7).

Mennana CK® y manueHToB ¢ CHCTEMHBIM aMHJION030M cocTaBmiia 48 (25; 76)
mi/mun/1,73 M2. Ilporennypust Obina BoisiBiieHa y 44 (73,3%, n=60) nmauueHToB, €€
ypoBenb coctasui 0,3 (0; 1,25) r/n. HedppoTuueckuit cuapom ObUT TUarHOCTUPOBAH Y
9 (15%) OONBHBIX.

Bo Bpemst rocriuTann3anuy, MpeaniecTBOBABIICH JIETATBHOMY UCXOTY, Y YMEPIIIHX
MAIMEHTOB C aMIJIOU030M JJOCTOBEPHO Yallle BBISIBIISUIACH apTepHaIbHASI TUTIOTCH3M,
XCH MI-IV @K, ruapotopakc H aclUMT, ObUIM JIOCTOBEPHO BHIIIE YPOBEHb
MIPOTEUHYPHUH, KPEATUHHHA, MOUYEBUHBI CHIBOPOTKU KpOBH, Huke 3HaueHus OB JDK,

obmero 6enka B kpoBu 1 CK® (p<0,05).
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Tabnuna 7. XapakTepucTUKa peTPOCIEKTUBHON IPYMITbI MAIIMEHTOB C CUCTEMHBIM aMUJIOUI030M

Tapamerp Bce (n=81, Ymepmme (n=40, ’Kusnie (n=41, .
100%) 49,4%) 50,6%)
ITox (M/2K), % 40,7/59,3 40/60 41,5/58,5 0,893
Bospact, ropsr 70 (61; 79) 70 (65,5; 82) 68,5 (56,5; 76,8) 0,074
TunupoBanue amuion103a, N (%) 45 (55,6) 14 (35) 31 (75,6) <0,001
[TaTorenermueckas tepamus, n (%) 18 (22,2) 4 (10) 14 (34,1) 0,009
KanoObl
Oppimika, n (%) 49 (60,5) 25 (62,5) 24 (58,5) 0,71
Cmnabocts, n (%) 59 (69,1) 25 (62,5) 34 (82,9) 0,04
Orteku, n (%) 39 (48,1) 20 (50) 19 (46,3) 0,74
Ilepebown, cepaneduenwue, n (%) 15 (18,5) 4 (10) 11 (26,8) 0,051
boub 3a rpyaunoii, n (%) 17 (21) 10 (25) 7(17,1) 0,38
CHmxkenue Beca, n (%) 6 (7,4) 2 (5) 4(9,8) 0,41
OOMopokH, Ipe1oOMopuHOe cocTosiHuE, N (%) 16 (19,8) 11 (27,5) 5(12,2) 0,084
AptepuanbHas runoreHsus, N (%) 21 (25,9) 15 (37,5) 6 (14,6) 0,019
ComnycTByIolye 3a00JIeBaHMs U OCIOKHEHUS
AT B anaMHe3e, n/BayiHOE KOIn4ecTBO (%) 57179 (72,2) 30/38 (78,9) 27 (65,9) 0,195
g/l;;[/HI/IKC B aHaMHe3e, N/BaINUIHOE KOJIUYECTBO 15/77 (19,5) 10/36 (27,8) 5 (12,2) 0,085
XCH, n/Banmuanoe konuuectBo (%) 60/77 (77,9) 30/36 (83,3) 30 (73,2) 0,28
XCH I, IV ®K, n/Banunnoe komuuectBo (%) 49/75 (65,3) 29/35 (82,9) 20/40 (50) 0,003
C/1 2 tuma, n/BaauaHoe KoiauaecTBo (%) 23/76 (30,3) 13/36 (36,1) 10/40 (25) 0,29
JlabopaTOpHbIC TaHHBIC
YpoBEeHBb IPOTEUHYPHH, T/JT 0,3 (0; 1,25) 1 (0,05; 3) 0,1(0;1) 0,014
YpoBeHb 00111er0 OeJIKa B KPOBH, I/ (55;659’7) 60 (51; 66) 66 (58; 70) 0,014
107 128,8 95
Kpeatunun, MKMOJIb/J (81; 149) (94,3; 229) (70,2; 127.4) 0,003
MoueBrHA, MMOJIB/JT 9,2 (6,3; 15,8) 13,5 (8,9; 23,6) 6,6 (5,4; 9,9) <0,001
CK®, ma/mMun/1,73m2 48 (25; 76) 28,2 (14,5; 58,5) 62 (44,9; 83,8) <0,001
CK® < 60 w/min/1,73M2, n/batunoe 44/71 (62) 25/33 (75,8) 19/38 (50) 0,026
KoJinuecTBO (%)
HMHTpyMeHTaIbHBIE TaHHBIC

Tk, MM 16,2 (14; 20) 15,5 (14; 18,8) 16,6 (14; 20) 0,571
T3c, MM 15 (12,3; 17) 15,3 (14; 18) 13,8 (12; 17) 0,079
®B JIXK, % 53,8 (41; 58,5) 48 (35; 55) 55 (47; 60,6) 0,001
Juamerp JIIT, mm 44 (40; 48,9) 44 (42; 49) 44 (38; 48,7) 0,535
Huacrommdeckas auchynkmus JDK, n/Banuanoe 46/51 (90.2) 17/19 (89,5) 29/32 (90,6) 0,89
KoJinuecTBO (%)

éIO/i;quaﬂ THIIEPTEH3HUs, N/BAJTMIHOE KOJMYECTBO 37/58 (63.8) 16/21 (76,2) 56,8 (21/37) 0.66
I'maponepukap, n/BaauaHoe KoJmdecTBo (%) 36/77 (46,8) 20/36 (55,6) 16 (39) 0,147
I'uaporopakc, n/BamaHoe KOIruecTBo (%) 36/78 (46,2) 24/37 (64,9) 12 (29,3) 0,002
Actut, n/BanuaHoe KoudecTBo (%) 18/78 (23,1) 15/37 (40,5) 3(7,3) 0,001

OKI'-npu3Haku

@I, n/Banuanoe KoanuectBo (%) 30/79 (38) 17/38 (44,7) 13 (31,7) 0,233
HapyiireHuii mpoBOIUMOCTH, N/BaJIMIHOC 46/80 (57,5) 15/39 (38,5) 31 (75,6) 0,001
kosuecTBo (%)

Huskwuit Boneraxk QRS, n/Banmuanoe xommuecto (%)  28/54 (51,9) 10/19 (52,6) 18/35 (51,4) 0,933




69

AHaJIU3 pe3yJbTATOB aYTONCUH NMAIMEHTOB ¢ CHCTEMHBIM aMUJIOU1030M

[lpu anamuse pesynbratoB ayroncuw (N=22) MAIMEHTOB C CHUCTEMHBIM
aMUJIOUI030M JIEMO3UTHI aMUJIONIa B TKaHU cepjia Obutn oOHapyskeHbl y 22 (100%)
ymepiiux, Macca cepaua cocrasuna 440,5 (370; 550) r, BbIpakK€HHOE YTOJIIICHHE
crenku JDK mpucyrcrBoBasio y 19 (86,4%) mammentoB [15]. Dxokapauorpadudecku
u3MepeHHas tonmHa crenku JIDK ma 28,6 (20; 33,3)% oTimuanachk OT pe3yibTaToB
ayrorncuu: 20 (18; 22) mm mo pesynbratam ayroncuu u 15 (14; 15) MM mo gaHHBIM
OXOKT (p<0,05). Ilpu uccne0BaHUU HHTPAMYpPaJIbHBIX BETBEH KOPOHAPHBIX apTepuit
(KA) nemo3utsl amuionia B UX CTEHKax ObLau BbIABICHBI Y 22 (100%) manueHToB,
OILIEHKAa CTeHO3a WX MIpPOCBETa HE MpoBOJMIach. [Ipu3Haku arepockiepo3a KpPYIMHBIX
BeTBell KA Obun BeisiBieHBI y 22 (100%) ciiyuaeB, u3 Hux 6e3 creHoza KA y 3 (13,6%),
cteHo3 10 5% -y 14 (63,6%), cteno3 KA 50-75% -y 2 (9,1%), cteno3 KA >75% -y 3
(13,6%). PyG1ioBbie u3mMeHeHus: B MUOKap/ie ObLIN BBISBICHBI B 5 (55,6% oT 9 ymepinx
C JOKyeHTaluen Ha nepeHeceHHbld M) ciydasix, y Bcex OblIO HapylIeHUEe JTOKaIbHOM
coKkpaTtuMocTH, 1o JaHHbpM DX OKI [15].

Jleno3uThl aMUJIONa B TKaHU MOYEK BbIsBIEHHI B 16 ciydasx (72,7%), npu 3ToM
BBIpAKEHHOE mopaxeHue noyek Obuio y 11 (68,75%) maumentoB, y 6 (27,3%) -
JICTIO3UTHI aMHITOM 1A BBISBJICHBI He ObLIn [15].

Cpenn 9 yMepmmux MalMeHTOB ¢ JieroyHoW rumepreHsuen y 3 (42,9%) Obuin
JENOo3UuThl aMuwiIouga B OpoHXoJeroyHo cucreme, y 2 (28,6%) - B cTeHKax

apTEepUAIIbHBIX COCY/IOB JIETKHUX.

AHaJIM3 MeIUUMHCKOM TOKYMEHTAIlUN Y NALNEHTOB ¢ 00J1e3Hb10 Padpu

[Tpu ananu3e METUIIMHCKON TOKYMEHTAIIMHU MalueHToB ¢ Oosie3Hbio ®adpu (N=35,
34,3% okenmuH, Tabimna 8) mopaxkeHue cepana ObLIO BbIABICHO Yy 25 (71,4%)
narmeHToB. A" Oputa B anamuese y 9 (25,7%) namuentoB ¢ Gonesnpto Padpu: y 4
(11,4%) manmmentoB — 1 crenens 3aboneBanus, y 2 (5,7%) — 2 crenenp, y 3 (8,6%) —
3 crenenb. OcTpoe HAPYIIEHHE MO3TOBOTO KPOBOOOpaIieHHs ObUIO YKa3aHO B aHAMHE3€
y 8 (22,9%) nmanuenToB, ipu 3ToM y 2 (5,7%) marueHToB ObLT TOBTOPHBIN HHCYIBT, y 2
(5,7%) — uncynbT ObL1 TIOCTE cTapTa 3T (perurarana). Meauana Bo3pacTa MOCTAHOBKH

JIMarHo3a OCTPOTO HapyIIEHHUs MO3rOBOI0 KpoBOOOpaieHus cocraBuia 32,5 (25.3;
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51,5) roxa, min — 19 ytet, max — 68 jer.

VYV 1(2,9%) nanmenrta B anamHe3e ObLI AUArHO3 OCTPOTO KOPOHAPHOTO CUHpPOMA C
niceBionHpapkTHBIM naTTepHoM OKI', mpu KOTOpOM 3HaYUMBIX CTEHO30B KOPOHAPHBIX
apTepuii He 0OHAPYKEHO TI0 JTAHHBIM KOpOHAapOaHTHOTpadum.

CH 2 tuna He ObUIO HM Y OJHOrO TMalMeHTa ¢ Oone3Hblo cepaua. [lopaxenue
nodek ObUI0 BBIsSIBICHO y 28 (80%) mauueHntoB, remonuanu3 npoBoawicsa S5 (14,3%)
nalueHTaM, auIoTpaHCIUIaHTalus ouku — 2 (5,7%) nanueHTam.

Menuana BpeMeHH OT e0r0Ta CUMIITOMOB 3a00JIEBaHMSI IO TIOCTAHOBKH JIMAarHO3a
coctauna 7,5 (3,2; 18,5) mner, max — 53 roma. IlaroreHernueckyto
(dbepMeHT3aMecTUTENbHYI0 Tepanuio noiydanu 32 (91,4%) nanumenta: 20 (62,5%)
MalMeHTOB - arajicujasy anbda B no3ze 0,2 mr/kr Beca 1 pa3 B 2 Henenu, 12 (37,5%)
MalMEeHTOB - arajicuaa3y o6eta B 103e¢ 1 Mr/kr Beca 1 pa3 B 2 Henenu. Meauana BpeMeHU
C MOMEHTA MMOCTAaHOBKM JIMarHo3a Ji0 Hayajia MaTOreHeTUYeCKOW Tepanuu cocTaBmia 3
(2; 4) mec. 3a nepuoa HaOIIOACHUS, MPOJAOHKUTEIBHOCTh KOTOPOro coctaBuiia 34 (12;
81) mec, max - 12 mer, 1 (2,9%) namueHT ymep BCIEICTBUE MOJUOPTaHHOM

HCIOCTATOYHOCTH.
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Tabnuma 8. CpaBHUTENBHAS XapaKTEPUCTHKA MAIIIEHTOB C aMIJION1030M, Oosie3Hbio @adpu, ['KMII

CucTeMHBIN aMUJIONI03

bonesznp ®abpu

[Tokazaremnu I'KMII (n=87) p
(n=81) (n=35) %

[Moa (M/XK), % 40,7/59,3* 65,7/34,3 56,3/43,7 <0,05
Bospacr, et 70 (61; 79) *** ## 43 (32;56)# 56 (45; 63) <0,001
AT, n/Banuanoe KoaudecTso (%) 57/79 (72,2) ***# 9 (25,7)* 47 (54) <0,01
C/J 2 tuna, n/BanmuaHoe KoaumaecTBo (%) 23/76 (30,3) *** 0(0)* 14 (16,1) <0,001
XCH, n/Banuanoe koau4ecTBo (%) 60/77 (77,9) *** 9/25 (36) #* 67 (77) <0,001
XCH -1V ®K, n/Banuanoe komauectso (%) 49/75 (65,3) ***## 1/25 (4) ## 27 (31) <0,001
VM/ITMKC B aHamMHe3e, n/BaauaHoe KouudecTBo (%) 19,5 (15/77) *** 0 (0)## 16,3 (14/86) <0,001
CK®, mi/mun/1,73 M2 48 (25; 76) ***### 67 (50,2; 84,5) 65 (56,5; 81) <0,001
g/l()()CD<6O Mi1/MuH/1,73 M2, n/BanmuaHOE KOJIUYECTBO 42171 (59,2) *## 11/31 (35,5) * 12/77 (15.6) <0001
?/};)Tepnanbﬂaﬁ THITOTEH3HUs, N/BAJTMIHOE KOJIMYECTBO 21 (25,9) **i 1(2.9) 1(1.1) <0,001
[Tporenunypwus, r/n 0,3 (0; 1,25) ## 0,17 (0; 0,96)# 0,0 (0; 0,03) <0,001
®B JIK, % 53,8 (41; 58,5) # 60 (52,8; 66,8) 63 (55; 70) <0,01
O6¢crpykius BOJDK, n/BanmuaHoe Koianuectso (%) 0 (0)###= 2/25 (8) #* 50/85 (58,8) <0,001
Cummerpuunoe yronmieHue crenku JDK, n/Banuanoe 48/57 (84,2) ###xx 14125 (56)* 24/84 (28,6) <0001
koam4uecTBo (%)

HepeﬂHee cucroiimueckoe apuxenne MK, 0 (0)###* 3/25 (12) #Hitt 38/75 (50,7) <0,001
n/BauHOE KOJUYIECTBO (%0)

3epHHUCTOCTH MHOKAP/A, N/BATMIHOE KOIUIeCTBO (%0) 34/61 (55,7) His* 3/25 (12)# 0 (0) <0,001
KanpnuHo3, yToNIeHHe CTBOPOK, N/BATUIHOE 50/59 (84,7) #ixw 12/25 (48) * 14/72 (19.4) <0,001
kojmuecTBo (%)

@II, n/BanmuaHoe KOIMIecTBO (%) 30/79 (38) 7125 (28) 38 (43,7) >0,05
g/eg)ymeHHe POBOIUMOCTH, N/BAIUIHOE KOJHUIECTBO 46/80 (57.5) 13/25 (52) 36 (41,4) 50,05
g/lj)sKHH BosibTax Ha OKI', n/BanuaHoe KOIMYECTBO 28/54 (51,9) % 4 0(0) 1/84 (1,2) <0,001
?;/I;)OpO‘IeHHLII/I uHTepBai PQ, n/BajiIHOE KOJIMYECTBO 0 (0)** 6/25 (24)* 1(1,1) <001
WPW cunznpom, n/Baiuasoe Komndectso (%) 0 (0) ** 4/25 (16)* 1(1,2) <0,01
(C();;I;IYCOBEUI Opamukapausi, n/BaTHIHOE KOJTHMYECTBO 2 (2,5)%** 10/25 (40) ## 2(2.3) <0001
['maponiepkap, n/BanuaHoe KomudecTBo (%) 36/77 (46,8) 3/25 (12) 10/84 (11,9) <0,001
['mnpotopakce, n/BamumaHoe kKoaudecTBo (%) 36/78 (46,2) *** ## 0 (0) 5/85 (5,9) <0,001
[Mpusnaku JII', n/Bamuanoe koaudectBo (%) 37/58 (63,8) *** 7125 (28) 25/67 (37,3) <0,01

Ipumeyanue: ¥ p <0,05 no cpaenenuio c epynnoii TKMII; * p <0,05 no cpasuenuto ¢ epynnoii 6onesnvu Pabpu; = p <0,01; =™

W <0,001
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[Tpu ananu3e xano0 MarMEeHTOB OJBINIKA ObUTa yKazaHa y 9 (25,7%) manueHTos,
cmabocts w/umm yromssiemoctb — y 27 (77,1%), oreku — y 7 (20%), cepauebuenue,
nepebou B padore cepana — y 11 (31,4%), neliponaruueckue 6omu — y 18 (51,4%),
oOMopoku/mpenodmMopoyHoe coctosiuue — y 3 (8,6%), xponudeckas aumapes — y 4
(11,4%), noBeiienue Temnepatypsl Tena —y 10 (28,6%), cHuKeHue NOTOOTIETCHUS C
IJI0XOM mepeHocUuMOcThi0 Kapbl — y 10 (28,6%) mauuentos. Ilpu moobcnenoBaHuu
aHruokeparoma BoisBieHa y 14 (40%) maiueHToB.

Cpeau 25 nmamueHTOB ¢ mopaxkeHuem cepaua npu 6oneznn Padbpu XCH Oblia
ykazaHa B quarHose y 9 (36%) nauuentoB: XCH I ®K no NYHA —y 1 (4%), XCH 11
OK —y 7 (28%), XCH III ®K — y 1 (4%) nanuenta. [Ipu DXOKI' y nanueHToB ¢
6one3npto ®abpu u nopakenuem cepana OB JIXK (mo Cumncony) cocraBuna 60 (52,8;
66,8)%. ®B JIXK >50% Obuta BeisiBinera y 21 (84%) mammenta, @B JIK ot 40% mo 50%
-y 4 (16%) nauueHTos.

Twokm o manabeiM DXOKI cocraBuma 16 (12,1; 19) mm, T3c — 14 (12; 16) mm. B
zakmoueHnn DXOKI yrommenue crenku JIK Obuto ykazano y 20 (80%) manueHToB,
u3 Hux y 14 (56%) namuentoB — BeIpakeHHoe yronmenue ctenku JOK (Tvokn w/vmm
Tzc JDK >1,5 cm). ¥V 14 (56%) 60nbHBIX yTOMIIeHne cTeHKU JIXK Obu10 cCUMMETpUYHBIM,
y 6 (24%) — acumMmerpuusabM (y 4 (16%) — uzonupoBannoe ytommenue MXKII, y 1
(4%) — uzonupoBanHoe yronmeHue Bepxyuku JIOK, y 1 (4%) — yToniieHne HbKHEH 1
nepenneit crenku JDK. Yronmenue namwisipabix Mbii JOK umenocs y 4 (16%)
nanuenToB. OO0cTpykius BeiHOCAIEro TpakTa JDK Obuta BbIsiBIEHA NMPU BBHIMOJIHEHUU
npoObl BanbscanbBel y 2 (8%) nanueHToB, NEpeIHECUCTOIMUECKOE JBUKEHUE TIepeHen
ctBopku MK —y 3 (12%) nauuentoB. Y 1 (4%) namyienTa Oblila BBITIOJHEHA PE3EKLIMS
MXII (MuoskTOMUS) 1O TMOBOAY OOCTpyKmuu BbIHOcsmiero Tpakta JODK. V 5 (20%)
MAIMEHTOB OBIJIO BBISABIICHO yTOdIeHne creHku [DK.

YV 17 (68%) mnamuentoB npu IXOKI BBIABICHBI HW3MEHEHHS KJIalaHHOTO
anmnapata. Y 17 (68%) manueHToB BbISIBIIEHA MUTpajibHas peryprutauusd, y 5 (20%) —
aoptanibHas, y 7 (28%) — nerounas, y 16 (64%) — TpukycnuaanbHas perypruTaiusi.
MuTpasibhblii cTeH03 ObUT BhIsiBIIEH ¥ 1 (4%) mammenTa. [Iponaric MK 6611 BoisiBiIeH y 1

(4%) manmenta. B DXOKI' 3akirodeHWH ONMHUCAHBI KaJbLIMHO3 W/WJIM YTOJIIECHUE
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ctBopok MK -y 11 (44%), ctBopok AK -y 12 (48%), CTBOPOK TPUKYCIHIAIbHOTO
kiamaHa - y 2 (8%) mnanuentoB. Y 3 (12%) naunuMeHTOB HMMENUCh NPU3HAKU
“3epHUCTOCTH MHUOKapja.

Huddysueni runokuHe3 muokapna JDK BesiBien y 4 (16%) mnanueHTOB.
HewnHBa3uBHO NpU3HAKU JIETOYHOU TMMNEPTEH3UH BBISIBICHBI Y 7 (28%) ManueHTos, y 5
(20%) narmmentoB CIJIA <50 mm pt.cT., y 2 (8%) — CAJIA 50-80 mm pT.cT. BhINOT B
MOJIOCTH TiepuKapaa Ol BeIsiBIIeH y 3 (12%) manueHTos.

Huactonuueckas quchynkuus JOK BoisaBiena y 11 (44%) mauuentos: y 10 (40%)
— HapylieHue penakcanuu, y 1 (4%) — nceBpoHopmanuzanus; y 14 (56%) naiueHToB
OTMEUYCHA HOpMAaJIbHAS TUACTOIMYECKast (PYHKITHUS.

[Ipu anamuze npoctynHbix OKI, y 10 (40%) mnanueHTOB OBLIM  BBISBIICHBI
BosbTakHBIC Mpu3HaKku [JDK, a Hu3kuii BombTaxk KoMmruiekcoB QRS He OB BBISBIICH
HU y oJiHOTO nanuenTa. [IceBnonndapkTHbIi naTonorudeckuii 3yoer Q ObLI BBISBICH Y
3 (12%) mauuenToB: y 2 (8%) — B orBeaeHusix HrkHer crenku JOK, y 1 (4%) — B
OTBEICHUAX MepeaHe-rneperopoaounoit crenku JDK, nmpu 3ToM HM y OAHOTO manueHTa
He Obuto moaTBepkaeHoro UM B anamuese. ®II BeisBiena y 7 (28%) manueHToB: y 3
(12%) — mnocrosinass, y 4 (16%) — mapokcu3manbHas ¢opma. CuHycoBas
Opamukapausi Obima BeisiBIeHAa y 10 (40%) manmentoB.  HeycroiiuuBas
MapoKCU3MallbHAs HA/KETyI0YKOBasi Taxukapaus Obuia ykazaHa y 9 (36%) nanueHTos,
HeycToiunBasi nmapokcusmaiibHas XT — y 4 (16%) mauuentoB. Cunupom ciaboctu
CHUHYCOBOTI0 y371a ObLJT YKa3aH y 1 (4%) manuenTa.

Hapymenus npoBoauMocTH BbisiBiieHbl Y 13 (52%) nmauuentos: AB-6nokana — 'y
5 (20%), BIIHITI — y 4 (16%), BJIHIII' — y 1 (4%), HapymeHue
BHYTPIDKEITyIOYKOBOM TmipoBoguMocTd — y 1 (4%) mnamuentoB, y 6 (24%) -
yKopoueHHbI uHTepBan PQ, npu stom y 2 (8%) — cunapom Bonbda-Ilapkuncona-
Vaiita. 4 (16%) mnanmueHtaM ObUT WMIUIAHTUPOBAH JJICKTPOKAPIUOCTHMYJISITOP.
[TpyunHON MMIUTAHTAIMK 3IEKTPOKapAUOCTUMYIATopa sBisuiuch AB-6mokana III cr. y
3 (12%), Opamgucucronuveckass mnocrosiHHas ¢opma DIl y 1 (4%) mnanueHToB.

Henpeccus cermenta ST npu XM OKI 6p11a ykazana y 7 (28%) manueHTos.
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CpaBHUTeJIbHASI XapPAKTEPUCTHUKA MAIMEHTOB C AMWIOWA030M, 00JI€3HBHIO
®aopu u I'KMII npencrasneHa B Tadbiumue 8 (CM BbILIE).

[To cpaBuenuto ¢ mnanpeHtamMmu ¢ ['KMII u OGone3npto ®dabpu, mamueHTHl ¢
aMUIIOU1030M ObLIH cTapie, y Hux vame Berpedanuchk AlY, CJI B anamuese, XCH I11-
IV O®OK, aprepuanbHas runoTeH3uss K MOMEHTY JauarHo3a 3a0oieBaHus U ObUT BBIIIE
ypoBeHb npoTeunypu. (p<0,05) (Tabauna 8).

®B JDK Obuta JOCTOBEPHO HUXKE, a CUMMETpuuHOe yroimieHue creHku JDK,
3€pHUCTOCTh MHUOKap/1a, KaJblIMHO3 U YTOJIIECHUE CTBOPOK KJalaHa, HU3KUI BOJBTaX
komIuiekcoB QRS, ruapoTopakc, ruaponepukap, JerouHas TUIIePTeH3Us] BCTPEUYATUCH
yamie y nainueHToB ¢ amuiouao3om, yem npu ['KMII u Gonesnun ®dadpu (p<0,05).
Camwxenne CK® <60 mi/mun/1,73 M2, npoTeUHYpHS BBISIBUINCH Yallle Y MAIMEHTOB C
ammionozoM u 6one3npto @abpu, yem npu ['KMIL. Vkopouennsiii uatepBan PQ,
CUHYCOBasi OpaaukapJusi 4Yalle BBIIBWINCh y TNalueHToB ¢ Oose3Hbio Dadpu.
UyBCTBUTENHOCTh W CHEMU(UUYHOCTh MpU3HAKOB amuiouno3a cepama u ['KMII
npeacTaBieHa B Tabmuie 9

3epHUCTOCTh MUOKapP/a, apTepHUalibHasi TUIIOTEH3US, HU3KHUI BOJIbTaX KOMIUIEKCOB
QRS, runporopakc, ruaponiepuKapa, yTONIIEHHE CTBOPOK kianaHa u cHmkeHne CK®D
00Jaar0T BBICOKOW CHEM(GUYHOCTHIO; TOTJa KaK HAJIMYUe YTOJIIEHUS CTBOPOK
KJIarmaHa  00JIaJIaf0T  BBICOKOM  YYBCTBUTEIBHOCTBIO I JauddepeHInaIbHON
muarHoctuku  amuiiongo3a W ['KMIIL. Vkopouennsnii wuaTepBanm PQ, cuHycoBas
Opamukapaus ABJISIOTCS ClieNU(PUUHBIMU TTPU3HAKAMU TTOPAKEHUSI CepIlia MPU OOJIC3HH
dabpu.

AcummetpuyHocTh yronmienust cteHku JDK, obOctpykuus BOJDK u nanuuwme
MEPEIHETO CHCTOJIMYECKOTO ABMXKEHUs nepeaHerd ctBopkn MK He XapakTepHsl [Uis
amuiougo3a. [Ipyn Hanmu4uuK ATUX NPU3HAKOB HEOOXOUM CKpUHHUHT Ha 00se3Hbp dadpu.
[IpucyTcTBHE KalblMHO3a WM YTOJIIEHUS CTBOPOK KJIAMAHHOTO ammapara cep/ua
(ocobenno ctBopok MK wu AK) ommuaror ammionao3 cepama or [KMII
(uyBcTBUTENBHOCTD 84,7%, cnieuuduunocts 83,9%), MOATOMY MOXKET MCHOJb30BATHCS

AJI1 CKPUHUHTa Ha aMHJION 103 Y ITAIUCHTOB C YTOJIIICHUCM CTCHKU JIOK.
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Ta6numa 9. UyBCTBUTENBHOCTD M CHIEHU(PUIHOCTD PA3IUYHBIX MMOKa3aTesen i quddepeHnnanibHON TUarHOCTUKU

ammiaonnosa u ' KMII

o | osean | v | Mo | e | Croin

3epHUCTOCTH MHOKap/a, N (%) 0,817 0,721-0,913 <0,001 Hanuuue 55,7 100
Huskwuit BoasTaxk Ha DK, n (%) 0,771 0,668-0,874 <0,001 Hannuue 51,9 98,9
AptepuanbHas runorensus, N (%) 0,610 0,492-0,728 0,06 Hamnuue 25,9 98,9
I'uaponepkap, N (%) 0,736 0,629-0,843 <0,001 Hannuue 46,8 88,5
CK®<60 mur/mun/1,73 M2, n (%) 0,718 0,633-0,802 <0,001 Hannuue 59,2 84,4
KanpimuHo3, yrosienne cTBopok, N (%) 0,869 0,791-0,947 <0,001 Hamnuue 84,7 83,9
Bo3pacr, rossr 0,802 0,666-0,874 <0,001 >61 rox 75,6 79,2
[MpoTeunypwusi, r/m 0,721 0,616-0,827 | <0,001 >0,035 63,4 75,6
gjj;“MeTp“que yromuerine crerkit JOK, 1 0,711 | 0,605-0,817 | <0,001 | Hammune 84,2 714
XCH HI-1V @K, n (%) 0,630 0,515-0,744 0,032 Hannuwue 65,3 69

[Tpu3naku nerounoi runeprensuu, N (%) 0,623 0,508-0,738 0,059 Hanuuue 63,8 62,7
Oo6ctpykius BOJIK, n (%) 0,765 0,682-0,848 <0,001 | OrcyrcTBHE 100 58,8
Cucromnyeckoro asmwkenus [ICMK, n (%) 0,735 0,648-0,822 <0,001 | OrcyrcrBHe 100 447

Hcxoonvle 3nauenus cm. 6 maobauye 3.1, npunosxcenuu 3 ouccepmayuu
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Bo3pacTt ycraHoBiIeHMs [OMarHo3a JJisi HAlMEHTOB C aMUJIOMAO030M cepila
JI0OCTOBEPHO BbIlIe, yeM Jiis manueHToB ¢ ['KMII u Gonesnpio @abpu, mpu moporoBoM
3Ha4YeHUH BbIIe 61 To/a 001a1aeT YyTBCTBUTEIBHOCTRIO U crienuduuHocThio 1o ROC-
KPUBOM BEPOATHOCTH JUArHOCTHKM ammionaos3a 75,6% u 79,2%, cOOTBETCTBEHHO.
CK® <60 wmn/mun/1,73 M? wu nporemnypus >0,035 r/n Moum o6nagaror
qyBCTBUTEJIBHOCTBIO 59.2% wu 63,4% wu cnenuduunocteio 84,4% u  75,6%
COOTBETCTBEHHO TpH AuddepeHImpoBanny amuionao3a cepana ot ['KMII.

Pesnuk E.B., Hryen T.JI. paspaborana mnporsoctuyeckas MOJACHb IS
nuddepenuupoBanus amuiougo3za oT ['KMII, ucxons w3 3HAUYEHU CHEAYIOIIMX

(akTOpPOB Ha CTAPTE UCCIICTOBAHMSI

1+e*
z=2,934-1,45*A-2,614*B-3,483*C-1,32*D

* P — BEpOATHOCTH UCKITIOUCHUS aMUJIOUI034.

*  A:Bospact >61 net (0 — HeT; 1 — ecTh)

*  B: yrommenue ctBopok kiamanHoro ammapara (0 — HeT; 1 — ecTb)
. C: aprepuanbnas runotonus (0 — HeT; 1 — ecTb)

. D: Beimot B mosioctu nepukapaa (0 — vet; 1 — ects)

[lonyueHHast perpecCMOHHass MOJENb SIBISETCS CTATUCTUYECKH 3HAUYUMOU (p
JOTUCTHYECKON (PyHKIIMM), YTO JOKa3aHO C Momomipio MeToga moctpoeHus ROC-
kpuBbIX. [lonyueHHas Mozaens npeacraBieHa Ha Pucynke 9.

Jloructrueckas (yHKIMA TpH MOporoBoM 3HaueHnun <0,5 mnpeackaspiBaeT
amMmono3 ¢ TouHocTbio 80% u uckmarouaet I'KMII ¢ Tounoctero 87,5%. B 1emnom,
JoructTuueckas QyHKIUS UMEET BBICOKYIO TOUHOCTh 84,1% B pa3innueHuu aMUJIOUI03a

ot 'KMIL
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ROC-xpuBas
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YyBCTBUTENILHOCTD
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Pucynoxk 9. ROC-kpuBasi BEpOSITHOCTU JUATHOCTUKH aMHJIOM103a HA OCHOBAHUH
paspaboTanHoii perpeccuornoi moaenu (AUC 0,911 ¢ 95% J11: 0,862—-0,960)
Ha ocHOBaHMM pe3yJabTaTOB JOTMCTUYECKON PErpeccuu M 3HaYeHus B Tadnwmie 9,

Mpbl mbITanuch pa3paboTaTh MIKady [IWAarHOCTHKK aMUJIOWI03a Y MAIlUEHTOB C
yronmienneM crenku JIK (Taomuna 10, Pucynok 10). [Ikana coctout u3 8 mpru3HAKOB:
1- Bospact Bbie 61 net: 1 6ann
2- Hanuuwme rugponepukapaa: 1 6amn
3- Hannume apTepuanbHON THIIOTOHUN TIPU MOCTYIUICHUU: 2 Oasia
4- VTomuieHue CTBOPOK kianaHoB rpu npoBeaeHun IXOKI': 2 6anna
5- Hanuume HU3KOro BoJIbTaxka KOIIEKCOB QRS B OTBEAEHMSIX OT KOHEYHOCTECH Ha
OKI': 3 6amna
6- 3epuucrocts Muokapaa JIK mpu nposenennn DXOKI': 4 Gama
7- Acummerpuunoe yronuienue crenku JDK: -1 6amn
8- OOctpykiusi BbiHOCAIIEro Tpakta JDK w/unm nepenHecucTonueckoe IBUKEHUE

nepeaneit crBopku MK: -3 6anna
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ROC-xpuBas
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Pucynok 10. ROC-kpuBas BEpOSITHOCTH JMArHOCTUKU aMUJION103a HA OCHOBAHUH
pa3padoTannoi mmkanel (AUC 0,988 ¢ 95% J: 0,975-1,000)
Tabnuna 10. YyBCTBUTEIBHOCTD U CHCIIMDUIHOCTH pa3pabOTaHHOM IIIKAJIbI B

AHUAIrHOCTHKC aMHJION103a Ha OCHOBAHHUH €C CYMMBbI 0aJIoB

[ToporoBoe 3HaueHue 110 UyBcTBUTENBHOCTD (%) Cneunduunocts (%)
CyMMe 0ajlIOB IIKaIbl

<0 100 <37,3

1 98,4 89,3

2 93,8 93,3

3 85,9 97,3

>4 <78,1 100

Hcxoonvie 3nauenus cm. 6 mabauye 3.2, npunoxcenuu 3 ouccepmayuu

B cooTBeTCTBUU CO crienUanbHO pa3paOOTaHHOW IIKANON, MPEBhINICHHE 2 6aIoB
C BBICOKOH UYBCTBUTEIHHOCTHIO M CHEHU(PUUYHOCTHIO YyKa3bIBa€T Ha HaJUYHE
aMHJIOHU103a CEepLA.

AHnanu3z meOuyUHCKou OOKyMEeHmMayuu y NayUeHmos ¢ CapKouoo3om u
MYKORoOIucaxapuoo3os
[Ipoanamu3upoBana MEIUIIMHCKAas JTIOKYMEHTAaLUA 29 Mal[MECHTOB C

MOP(OJIOTUYECKH TOATBEP/KEHHBIM capkoujo3oM 3a mepuoa ¢ 2021 mo 2023 ron.
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[Topaxxenune cepama Obio BeisiBIEHO Ha DXOKI m MPT y 2 (6,9%) OonbHBIX:
JoKanbHBIA TunoknHe3/akune3 cTteHku JDK — y 2 (6,9%)XK; camkennas @B JDK mo
41% -y 1 (3,4%) nanuenta. KT 3aduxcuposano mpu XM KT —y 1 (3,4%) nauuenra.

[Ipoananmu3upoBaHa  MEIWMLMHCKAas  JOKyMEHTaluss 7  TalMeHTOB  C
BepupUIIMPOBAHBIM MYKoOMoJMcaxapuao3oMm 3a mnepuog ¢ 2021 mo 2023 rom: 1
TOMO3HUTOTHBIM MyKomnosucaxapuo3 | tumn, 1 romo3urotHelii Mmykomnonucaxapuaos 1V
TUI, | TOMO3UTOTHBIM MyKomonucaxapuao3 VI tum, 2 xomMnayHA-reTepo3UroTHbIE
Mykonosucaxapunos 1V tum u 2 X-cuenjieHHble rTeMU3UTOTHBIE MyKononucaxapuios 11
tun. Ilopaxenue cepaua Obuto BbisiBIEHO y 7 (100%) mamueHTOB: acCUMMETPHUYHOE
yronmenne crenku JDK — y 4 (57,1%), yrommenue crBopok MK — y 7 (100%),
yrommieaue ctBopok AK — y 6 (85,7%), mponanc MK — y 4 (57,1%), noBblilieHHas
sxoreHHoctb Muokapna JDK — y 2 (28,6%). Hapymenue mnpoBOIUMOCTH
3adukcupoBano y 7 (100%) nmaruenTos, u3 Hux: AB Omokana —y 1 (14,3%), BJIHIIT —
y 2 (28,6%), BITHIIT —y 1 (14,3%), HapyllleHre BHYTPUKEITYJOUKOBOU MPOBOAUMOCTH
-y 3(42,9%) nanueHToB.

Cpenu 26 HOCHUTENEW MYTaHTHBIX T'€HOB MYKOIIOJIMCAaXapuio3a, BKIIOUYECHHBIX B
HCClieIOBaHNE, MOpaXKeHHUe cepiiia ObLIo BBISBICHO B 25 (96,2%) ciydasx 1o KIMHHUKO-
1ab0paTOpHO-UHCTPYMEHTANbHBIM JaHHbIM (Tabmuier 13, 14, cm Huxke). U3 Hux
HOCUTENBCTBA MyKoToyrcaxapuao3a [ tuma — 2 ciyvasi, mykononucaxapuaosa Il tuma
— 8, Mmykomoymcaxapuaosa [V tuma - 14, mykononucaxapuao3a VI tuna — 1 cirydaid.

3.2.  Pesyabtar ckpununra Ha U3C y nauueHTOB ¢ HAJTHMYHEM MapPKepPOB
N3C

C uenbto noareepxaeHus/uckiouenus Hanuuus M3C nposeneno 520 tectos: 401
reHeTrdeckux U 119 pepmentatuBHbx. Y 53 mareHTOB MPOBEACH TCHETUUYECKUIN TECT
0 METOJly CcekBeHupoBaHus HOBoro mnokoseHus (NGS manenp Ha KapauomaTUU C
OJIHOBPEMEHHBIM HCCIIEIOBAHUEM Ha CapKOMEpHYyK Kapauomuonatuto, ATTR-
amuious03, 6onesnp ®abpu, 6onesns Jlanona, 6one3ns Jleonmapma, cunapom Hynan,
oone3np ['ome, PRKAG2-rnukoreHo3 cepaua), B pe3ysibTare BbIsIBIEHO 17 ciydaes
MyTallMii B TE€HAX CApPKOMEPHOM KapauoMHomaThh M | ciaydail MyTauuum B TE€HE

TpaHCTUpeTHHA. BrisiBieH HacneactBeHHblid AT TR-amunonnos ¢ yacroroit 8,8% cpenu
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68 mamuenToB ¢ I'JDK >12 Mm m HammuwmeMm >1 KiIoya JOUArHOCTHUKH, HOCHTEIb
myTtantHoro rena MIIC Il tuna c wactortoit 16,7% (mpu ceMeiHOM CKpPUHHHTE)
(Tabmuma 11).

Tabnuna 11. 'enetnyeckuit u pepmentatuBHblit ckpuHUHT Ha U3C 1o ux

MapKepam
KomnuectBo Yacrora
KonnuectBo
Hozonoruun MOJIOKUTEIBHBIX | JUArHOCTUKHU
TECTOB
pE3yIIbTaTOB (%)
Capkomepnas KMII 53 17 32,1
ATTR-ammionnos 68 6 8,8
Myxkononucaxapuao3s Il tun 6 1 16,7
bone3ns ®abpu 176 0 0
bonesns JlanoHa 53 0 0
bonesns Jleomapna, can Hynana 53 0 0
PRKAG2-rnukoresos cepaia 53 0 0
Bonesus [Nomre 58 0 0
Htoro TtecTtoB 520 24
HNToro namueHToB 190 24

4 manuyeHTam MpPOBEAEHO MOP(OJIOTHYECKOE HCCIEAOBAHME, 3 TMOJIOKUTEIbHBIX
pesynbrara: 1 AHIIA-acconuupoBanHblii BaCKyIUT (D03MHOPMIBHBINA TPAHYJIEMaTO3 C

MOJIMAHTHUTOM), 2 — AL- amuono3.

Y namueHta ¢ 203MHOPWIBHBIM TPAHYJIEMAaTO30M C TOJHAHTHUMTOM TpU
oOciieToBaHNM OBLIIO BBISIBIIEHO MopakeHue cepana: no gaHHeiM DXOKI - aunatanus
BCEX KaMep cepila C YMEPEHHOW MUTpalbHOU peryprutanuei, caumxkenne ®B JDK no
35%, muddyssapiii runokuHe3 crenku JIK, nebombmoit ruapomnepukapa. Ha DKIT
BBISIBJICH HU3KWW BoJbTaxX kKomiuiekcoB QRS, ma XM OKI' 3apeructpupoBanbl 3
smuzona Hy)XXT (u3 3 kommiekcoB QRS) u 25 kymeroB XKOC, camwkenne LU mo 1,09.
[Ipu ananuze chIBOPpOTKH KpoBHU BbIsBIEHO moBbiieHHe NT-proBNP no 3880 nr/mu,

TpononuHa | 1o 13,5 Hr/mi.
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3.3. Pe3yabTar  npOCHEKTHBHOIO0  MCCJIEAOBAHUSI  NMAIHEHTOB €
noareep:kaeHHbIM U3C n nmanuentos ¢ I'JI2K 6e3 noareep:xaennoro U3C

CpaBHHMTe/IbHASA XapAKTEPUCTHKA MANMEHTOB ¢ MYKOINOJINCAXAPUI03aMHU U
HOCHTeJIeH MYTAHTHOI0 FreHa Mykonosucaxapuao3a (Tabmuma 12).

[IpoBeneno mpocrnekTuBHOE HccienoBanue 32 ciydaeB (10 myxunn — 31,3%) ¢
MyTalMell TeHa MYKOIMOoJucaxapuao3a: 25 — ¢ IeTepO3UTOTHBIM TE€HOTUIIOM, 4 — ¢
TOMO3UTOTHBIM, 2 — C KOMIAYHA-TETEPO3UTOTHBIM H 1 — ¢ X-CICTUICHHBIM
TeMU3UTOTHBIM TeHoTurnoM. Cpeau JuIl ¢ MyTalMed reHa MYKOMOJucaxapuo3a,
BKJIIOUEHHBIX B HccliieioBanue B nepuoj ¢ 2022 o 2023 rox, y 3 (9,4%) Oblna myTanus
mykomonucaxapuao3a | tum, y 10 (31,3%) — Il Tum, y 17 (53,1%) — IV tam, y 2 (6,2%)
— VI tun. Menuana Bo3pacra cocraBmia 34 (28; 39,5) ner.

[Tponient myxuun (71,4% npotus 20%, p=0,016)) Obu1 BeIlIE, a Bo3pact 15 (14;
16) ner mporuB 36 (32,8; 42 ner, p<0,001) Obi1 MeHbIIE Yy OOJBHBIX C
MYKOTIOJIUCAXapHUI030M, YEM Y HOCUTEJIe MyTaHTHOTO T€Ha MYKOIIOJIMcaxapua03a.

Tabmuua 12. CpaBHUTENbHAS] XapaKTEPUCTUKA KIMHUYECKUX U aHTPOIIOMETPUUYECKUX

JaHHBIX HOCHUTEJICH MYTAHTHOI'O I'CHA U OOJILHBIX C MYKOIIOJIMCaxapnuao3oM

BonbHbIE €
[Tokazarenun Bce (n=32) mykomnonucaxapun | Hocuremn (n = 25) P

o3oM (N =7)
Bo3pacr, roast 34 (28; 39,5) 15 (14; 16) 36 (32,8; 42) <0,001
[MTon (M/XK), % 31,3/68,7 71,4/28,6 20/80 0,016
SF-36 PCS, Gams 50,9 (39,5; 55,1) | 25,3 (20,9; 42,5) 52,7 (46,3; 56,1) 0,003
SF-36 MCS, 6amuter | 44,6 (34,8; 51,6) | 44,6 (42,2; 52,1) 44,6 (34,4; 51,6) 0,684
XCH, n (%) 12 (37,5%) 3 (42,9%) 9 (36%) 0,762
AT, n (%) 4 (12,5%) 0 (0%) 4 (16%) 0,365
Poct, cm 164 (158; 170,5) 140 (117; 144) 165 (161,5;171,3) | 0,001
Bec, kr 66 (53,5; 82,6) 42 (28; 53) 71 (61,5; 87) <0,001
UMT, xr/m2 25,2 (21,4;28,4) | 20,5 (20,3; 25,5) 25,6 (22,9; 29,4) 0,016
CAJI, MM pT.CT. 110 (101; 120) 105 (101; 120) 110 (102,5; 120) 0,661
JAJL, MM pT.CT. 70 (61,5-80) 65 (60; 70) 70 (62,5; 80) 0,127
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Coxpawenusn: SF-36- PCS — kpamxas ¢gopma 36 Obcredosanus cocmosiHus
300p08bs. UM0208as oyeHka no Qusuveckomy xomnoreumy, SF-36- MCS — kpamxas
@opma 36 Obcredosanusi cOCmosHUSL 300P08bsL. UMO208AsT OYEHKA NCUXUYECKO2O
xkomnonenma, CAJ] - cucmonuueckoe apmepuanvroe oasnenue, JA/ - ouacmonuueckoe

apmepuanvroe oasnenue, UMT — undexc macca mena

UM, OHMK, C/] 2 Ttuma He ObLJIO B aHaMHE3€ HU y OJHOro mnaimueHnta. Al' - y 4
(12,5%, y 2 — 1 crenens, y 2 — 2 crenens), XCH -y 12 (37,5%,y 9 —cragus |, y 3 —
lHA; y 9 — 1 ©K, y 3 — Il ®K), xpornuecknii muenonedpput y 3 (9,4%) (Tabauma 12). ¥
MAIMEHTOB C MYKOTOJIUCAXapUI030M CUCTEMHBIC MPOSBICHUS OBbLIN BBIPAKEHBI OoJiee
ApKO B BHUAC OTKIOHEHUN AaHTPOMOMETPUYSCKHX TIapaMETPOB TIO CPABHEHHUIO C
HOCHTEIIIMH MYTaHTHOTO TeHa MyKormoymcaxapuaosa: poct 140 (117; 144) cm mpoTuB
165 (161,5; 171,3) cm (p=0,001); Bec 42 (28; 53) kr npotus 71 (61,5; 87) kr (p<0,001),
uHzekc maceel Tena 20,5 (20,3; 25,5) kr/m? mpotus 25,6 (22,9; 29,4) kr/m? (p=0,016);
UTOTOBas OIIEHKA M0 (pU3HMUECKOMY KOMIIOHEHTY Kpatkoi ¢opmsl 36 (SF-36 PCS): 25,3
(20,9; 42,5) 6amnoB mpotuB 52,7 (46,3; 51,6) GamnoB (p=0,003), COOTBETCTBEHHO
(Tabmuma 12).

[To mamaeiM DXOKIT ®B JIXK (mo Cumncony) cocraBuia 59,5 (54; 62)%.
Cumwxkenne @B JIK <40% BoisiBiieHo y 1 (3,1%) mamuenra, go 40-50% - y 2 (6,2%)
nareHToB. Yrtommenue cteHku JDK BeisBmeno B 29 (90,6%) ciywasx. TommuHa
crenku JIXK >1,5 cm BeisiBnena y 18 manuentoB (54,5%). CuMMeTpUUHOE YTOJIICHHUE
crenku JIXK -y 7 (24,1%), anukansHoe - y 13 (44,8%, n301upoBaHHOE allUKaIbHOE — Y
7 (24,1%)), yronmeHnue nanuuisipHod Meimisl y 12 (41,4%, uzonupoBanHoe — y 4
(13,8%)), yrommenue MXKII y 6 (20,7%) nanuerToB, 6okoBoit crenkn — y 1 (3,4%) B
COUCTAaHWM C aNUKAJIbHBIM yTojdmeHueM creHkd JDK, m3oimpoBaHHOE YTOJNIIEHUEM
sanuei crenku JOK y 1 (3,4%). ¥V Bcex marmuenToB yrommenue crenku JIXK Oputo 6e3
oocrpykimu BOJIK (Tabauma 13). Yrommenue crBopok MK ObuTO BBISBICHO y 28
(87,5%) mamumenToB, u3 Hux. jgerkoe — y 4 (12,5%), ymepennoe — y 16 (50%),
BeIpaskeHHOE — Y 8 (25%). [Ipomnaric nepeaneii ctBopku MK 0Obu1 BeisiBiieH y 13 (40,6%)

MMaIUEHTOB.
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Tabnuna 13. CpaBHutenbHas xapaktepuctiuka DXOKI mapameTpoB y HOCUTENEH MyTaHTHOTO T'eHa U OOJIbHBIX €

MYKOITIOJIMCaxXapnuao3omM

[Tokazarenu Bce (n = 32) boawiniee My;j)lioj)ﬂ TSN Hocurenu (n = 25) p
TwmoxIr, MM 11 (9; 12,3) 11 (8; 13,4) 10,8 (9; 12,2) 0,983
Tk, MM 14 (12,2; 16,8) 13 (9,5; 13,4) 15 (12,9; 17,3) 0,06
KJP JIK, mm 43 (38,9; 46,2) 38,7 (34,7; 50) 43,2 (40,9; 46,1) 0,352
T3c, MM 10,1 (9; 12) 9(8;12,1) 10,5 (9,3; 12) 0,288
uKCOum, mi/m2 35,2 (24,5; 40,4) 39,4 (23,4; 47,7) 30,8 (24,6; 39,2) 0,45
Jlor, MM 35,8 (30,9; 39,3) 31,1 (27,2; 43) 36,4 (31; 38,9) 0,249
NMMIDK, r/m2 90,3 (77,2; 114,5) 110,0 (85,3; 153,9) 88,5 (75,5; 103,4) 0,099
VYronmenne crenku JIDK >15 mm, n (%) 18 (56,3) 1(14,3) 17 (68) 0,022
[MoBbrmenHast a3xorenHocts Muokapaa JK, n (%) 11 (34,4%) 2 (28,6%) 9 (36%) 0,568
IMposanc MK, n (%) 13 (40,6%) 4 (57,1%) 9 (36%) 0,393
Yrommenne MK, n (%) 0,28
1 crenenu 4 (12,5%) 0 (0%) 4 (16%)
2 cTeneHu 16 (50%) 4 (57,1%) 12 (48%)
3 crerneHu 8 (25%) 3 (42,9%) 5 (20%)
Yronmenune AK, n (%) 0,008
1 crenenun 5 (15,6%) 2 (28,6%) 3 (12%)
2 creneHu 2 (6,3%) 1 (14,3%) 1 (4%)
3 creneHu 4 (12,5%) 3 (42,9%) 1 (4%)
MurtpaneHas peryprutanus, n (%) 0,772
1 crenenun 14 (43,8%) 2 (28,6%) 12 (48%)
2 cTeneHn 14 (43,8%) 4 (57,1%) 10 (40%)
3 cremeHn 4 (12,5%) 1 (14,3%) 3 (12%)
AopranbsHas peryprurtaiusi, n (%) 0,005
1 cTenenn 6 (18,8%) 3 (43,9%) 3 (12%)
2 cremneHu 4 (12,5%) 1 (14,3%) 3 (12%)
3 creneHu 2 (6,3%) 2 (28,6%) 0 (0%)
®B JIXK, % 60 (55,3; 62,7) 61 (58,6; 66,7) 59,5 (54; 62) 0,143
®B JDK, n (%)
>50% 29 (90,6%) 7 (100%) 22 (88%) 0,646
40-50% 2 (6,3%) 0 (0%) 2 (8%)
<40% 1(3,1%) 0 (0%) 1 (4%)
Tmx, MM 3,7(3,4;4,3) 3,4 (3;4) 3,8 (3,6; 4,5) 0,054
uKCOrmm, mi/m2 23,1 (18,8; 29,1) 26,7 (22,5; 36,7) 22,5 (18,8; 29,0) 0,268
TAPSE, mm 23 (19,2; 24,8) 24,0 (18; 24,5) 22,9 (19,6; 25) 0,983
E, cm/c 79 (69,5; 95,2) 94,3 (58; 104) 78,5 (69,8; 90,8) 0,424
€’ cenTasbHbIH, CM/C 13,1 (6,8; 14,6) 8,6 (6,4; 15,1) 13,1 (9,4; 14,6) 0,56
B 6 (5,5, 7.,8) 7,1 (6; 10) 5.8 (5,4; 7,2) 0,109
Juacronmuaeckas TUCHYHKIUS 0,489
I Tun (HapyuieHue pacciabiaeHws) 9 (28,1%) 3 (42,9%) 6 (24%)
II Tun (mceBIOHOPMAITBLHBIH ) 6 (18,8%) 2 (28,6%) 4 (16%)
I tun (pecTpUKTUBHBII) 1 (3,1%) 0 (0%) 1 (4%)
Tonmmua MIIIT, mm 6 (5-7,1) 5,6 (4-6,3) 6,2 (5-8,4) 0,156
[TepukapauanbHBIA BBITOT, n (%) 5 (15,6%) 0 (0%) 5 (20%) 0,277
Jlerounast runieptensusi, N (%) 1(3,1%) 0 (0%) 1 (4%) 0,788




84

Mutpanbablii  cteHo3 BbisiBIeH 'y 1 (3,1%) mnamuenta (rOMO3UTIOTHOTO
Mykomnonucaxapugo3a | tuna). Mutpansnas peryprutanus y 32 (100%) nanueHToB.
TpuxycnuaaneHas peryprutanus y 32 (100%) nanueHTos.

VYronmenue ctBopok AK 6nu10 BhisiBieHo y 11 (34,4%) nanuenrtos, nerkoe (1,5-
2,5 mm) — y 5 (15,6%), ymepennoe — y 2 (6,3%), BoipaxkenHoe — y 4 (12,5%).
AopTtanbHbii cTeHo3 | crenmenu obOHapyxeH y 2 (6,3%) maumeHtoB, Bkioyas |1
KOMIIayH/I-TETEPO3UTOTHBIN  Mykomnonucaxapuno3d [VA  tun, 1 reMU3UroTHBIN
mykononucaxapuno3 Il tun. AopranbHas peryprutanus y 12 (37,6%) mnanueHTOB.
Jlerounas peryprutanus y 10 (31,3%) maruenTtoB: | crenenun — y 4 (12,5%), Il —y 6
(18,8%). I'maponepukapya BeisiBiieH y 5 (15,6%) manuentor (Tadmmma 13). CreneHb
yronmieHusi ctBopok AK (p=0,008) u aoprampHoil peryprutamuu (p=0,005) Obiia
JIOCTOBEPHO BBIIIE Y OOJBHBIX C MYKOIIOJIMCAXapuA030M, UEM Y HOCUTENIEH MyTaHTHOTO
reHa MyKollojJucaxapujo3a. OTH npu3Haku B oTHomeHun MK moctoBepHo He
pasnuuanuck cpenu 2 rpymis (p>0,05).

1 (3,1%) mammenT crpaman mapokcusMaiabHOH ¢opmort @II, HeycToWdmBas
napokcusmanbHas HXXT nabmonanace y 7 (21,9%) manuenToB, HeycToiunBas dhopma
tpeneranus mnpencepauii — y 1 (3,1%), cunycoBas Opamukapmus — y 3 (9,4%),
cuHycoBas Taxukapaus — y 6 (18,8%). Hapymienus npoBoaumoctu - y 25 (78,1%)
nanueHToB, u3 Hux: AB Onokana |-crenenu —y 2 (6,3%), ykopoueHue unreppaia PQ
Ha OKI' — y 2 (6,3%), BJIHIII' — y 6 (18,8%), BIIHIII' — y 8 (25%), Gnokana
BHyTprokenynoukoBoro mposeaenus — y 10 (31,3%). Hecnenuduueckue HapymieHus
penonspuzarmu — y 11 (34,4%), cunapom panHed penoispuzanmu — y 3 (9,4%)
nanueHToB (Tabnuma 14). [To pesynbratam XM OKI' ymnuaenne unatepBana QT —y 3
(9,4%) namuenTos, nenpeccus cermenta ST —y 10 (31,3%), monbem cermenta ST —y 3
(9,4%). Yrtommenue crenku JIXK y Hocutenelr Obula Oojiee BBIpaKEHA: TOJIIMHA
JDK>15 MM Obuta BeisiBneHa y 17 (68%) nocuteneit mpotuB y 1 (14,3%) naruenTa c

MyKoImoaucaxapuao3om, (p=0,022).
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Tabnuna 14. CpaBHutenbHas xapaktepuctuka K[ mapamMeTpoB y HOCUTENEH MyTaHTHOTO reHa U OOJIBHBIX €

MYKOITOJIHCaXapU1030M
BonbHbIe ¢ Hocurenu (n = 25)
[Tokazarenu Bce (n = 32) MYKOIIOJIUCaXapua030M P
(n="7)
OKI B 12 oTBeneHusax
YCC, ynapos/MuH 70 (60; 77,5) 80 (73; 88) 65,5 (60; 75) 0,003
Nurepsan PR, mc 154 (134; 165) 142 (120; 164) 155 (139,5; 167) 0,56
!ponomamerocts xoumexca QRS 90 (82,5; 100) 90 (80; 104) 90 (83,8;100)  |0,914
Hapymenne nmpoBoaumoctu, N (%) 25 (78,1%) 7 (100%) 18 (72%) 0,124
AB 6Gokana, n (%) 2 (6,3%) 0 (0%) 2 (8%) 0,616
BJIHIIT, n (%) 6 (18,8%) 2 (28,6%) 4 (16%) 0,376
BITHIIT, n (%) 8 (25%) 1(12,5%) 7 (28%) 0,444
BuytpmwxkenynoukoBast 6okaza, N (%) 10 (31,3%) 3 (42,9%) 7 (28%) 0,309
Wurepsan QT, mc 374 (352; 400) 340 (330; 360) 380 (360; 400) 0,002
Wurepsan QTc, mc 400 (383,6; 412,5) 393 (375; 406) 401 (383,8; 416,3) 0,33
(I;I/OH)3KHIZ BOJIbTaXK kKoMIuiekcoB QRS, n 3 (9,4%) 0 (0%) 3 (12%) 0,477
gﬁ;ﬁiﬁ?ﬁiﬁﬁﬁ?fn?RS B 42,5 (34,5; 50,3) 50 (28,5; 51) 42,3 (35,8; 48) 0,682
STF’HYS‘;‘;I;‘ZH“HOCTH“ BOTHTHO® 2,1(1,7; 2,4) 2,4 (2,1; 3,0) 2,0 (1,7; 2,3) 0,048
Nnunexc Cokonosa-Jlaitona, MB 2,1(1,7; 2,5) 2,5(1,7; 2,8) 2,1(1,5;2,2) 0,33
[MTaronornyeckwuii 3yoen Q va KT, n (%) 25 (78,1%) 6 (85,7%) 19 (76%) 0,444
['uneprpodus JIK na KT (mo
kputepusim CokosoBa-JlaiioHa u 5 (15,6%) 2 (28,6%) 3 (12%) 0,282
Kopuemna), n (%)

HenocraTounsiii npupoct 3yoma r, N (%) 6 (18,8%) 0 (0%) 6 (24%) 0,208
Nsmenenune ST-T, n (%) 2 (6,3%) 0 (0%) 2 (8%) 0,616
XM OKT
HXXDC, komudecTBO /CyTKH /CyTKH 3(1; 16) 2 (0,5; 249) 3(0,8; 13,5) 0,976
KOC, KOM4eCTBO /CYTKH /CyTKH 2 (0; 50) 1(0; 172) 2,5 (0; 50,3) 0,606
Kymnetst XKOC, n (%) 1(3,1%) 0 (0%) 1 (4%) 0,815
SDNNi, mc 67,4 (45,8; 75,4) 74,5 (67,5; 97,0) 66 (45,5; 74) 0,132
SDANNI, mc 115,6 (91,3; 153,4) 129,3 (90; 188,3) 115,6 (91,3; 153,3) 0,642
[{upKaaHbIi HHIEKC 1,23 (1,14; 1,31) 1,17 (1,01; 1,27) 1,24 (1,15; 1,31) 0,2
TINN, mc 601,6 (437,5; 710,9) 547,8 (349,1; 898,9) 601,6 (523,4; 710,9) | 0,845
rMSSD, mc 35,0 (24,1; 51,6) 60,9 (38,0; 107) 34 (22,5; 49,4) 0,047
PNN50, % 15,9 (6,9; 29,2) 49,2 (27,7, 59,5) 14,3 (5,7; 24,9) 0,006
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OTHOlIeHHE MEXIy CyMMaMH amIumMTyd KomiuiekcoB QRS B rpymaHbIX
OTBEJICHUSX M OTBEJAEHHUSX OT kKoHewHocteil (2,4 (2,1; 3,0) mporus 2,0 (1,7; 2,3),
p=0,048) ObUTM AOCTOBEPHO BHINIE Y OOJBHBIX C MYKOIOJHCAXapPUA030M YEM Yy
HOCUTEJIEH MYTaHTHOI'O T€Ha MyKOITolMcaxapuao3a. Y 3 HOCUTENEH MyTaHTHOI'O I'eHa
MYKOTIOJIUCAaxapu103a ObLJ BBISBJICH MPU3HAK HU3KOBOJIBTAXKHBIX KOMIUIeKcOB QRS B
OTBEJICHUSIX OT KOHEUHOCTEH, Y NAIMEHTOB C MYKOIOJIMCaXapuao30M OH He ObuI
BosiBiieH (Tabmuma 13, 14). Tlo-Bumumomy, wubmmeTpamuss A B Muokapae y

HOCHUTEIIEH ObUTO O0Jiee BBIPAXKEHO U3-3a 00JIee JJINTEILHOTO BPEMEHN HAKOIUIICHUS.

UCC (80 (73; 88) ymapos/mMun mpotus 65,5 (60; 75) ynapos/mun, p=0,003) Obii1a
Beie, a uaTepBaT QT OBl KOpoue (P=0,002) y OOJBHBIX ¢ MYKOTOJIHUCAXapHUIO30M,
YeM y HOCUTEJIEH MYTaHTHOIO reéHa MYKOMOJIMCAXapua03a, Ipu 3ToM uHTepBaibl QTC
JIOCTOBEPHO HE PA3IMYAIUCh cpenu AByxX rpym (p>0,05). 1o 3HAUUT, 4YTO U3MEHEHHUE

untepBasia QT 3akoHomepHo 3aBucut oT YCC (Tabmuma 14).

Crnernmduueckue BimsHUS Omyxaatomero Hepsa Ha BCP, Bxirouas rMSSD (60,9
(38,0; 107) mc mpotuB 34 (22,5; 49,4) mc, p=0,047), pNN50 (49,2 (27,7; 59,5)%
npotuB 14,3 (5,7, 24,9)%, p=0,006) ObutM TOBBIIICHEI Yy OOJBHBIX C

MykononucaxapunozoM (Tabnuma 14).

DTO MepBOE UCCIICOBAHNE, B KOTOPOM TIPOBOJMUTCS OICHKA CEPICIHO-COCYAUCTON
CHUCTEMBbI Y TETEPO3UTOTHBIX HOCUTEICH MYTaHTHOTO T€Ha MYKOIIOJIHCaxapuao3a.
Pe3ynbTarhl CBUIACTEIBLCTBYIOT O BO3MOYKHBIX KIMHHYECKUX IMPOSBICHUSAX MOPaKCHUS

cep/illa y HOCUTEIEH MyTaHTHOTO FeHa MYKOMOJUcaxapua03a.

CpaBHUTeJIbHAsI XapPaKTEePUCTHKA MANMEHTOB ¢ moaTrBep:xkaeHHbIM U3C u
nanueHToB ¢ I'JIK 6e3 moarBep:knennoro U3C mnpencrabinena B Tabmuie 15. B
IPYIIE aMUJION103a ObLIN IOCTOBEPHBI BHIIIE BO3PACT, CHUHKEHHUE UTOTOBOM OIICHKH IO
dbuszndeckomy kommoHeHTy mikaibl SF36 m uwactora XCH M-IV ®K, CJI 2 Tuna.
[TaniieHTHI B TpymIe MYyKOMOJHUCAXapyu1030B ObLIM MOJIOKE, B HEH pexe BCTPEUaIUCh
MpEACTAaBUTENN MYXCKoro mouna, pexe Bcrpeuanuch Al, CII, XCH no cpaBHeHUIO ¢

rpynnoi amuinonaosa u rpynmnoit I'JDK 6e3 U3C.
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Tabnuna 15. CpaBHUTEIbHAS XapaKTEPUCTHKA KIIMHUYECKUX U aHTPOTIOMETPUUECKUX

JaHHBIX MMAlMEHTOB TPYI aMIIION103a, Mykomnonucaxapuao3os u ['JIK 6e3 U3C

I'JDK 6e3 U3C | Mykononucaxapug
[Tokazarenu Ammtonio3 (n = 33) P
(n=30) 03 (N =32)
Bospacr, rosr 67,5 (51,5; 75,3) ™" 52 (41; 67) 34 (28; 39,5) ## <0,001
ITox (M/XK), % 57,6/42,4 66,7/33,3 31,3/68, 7% 0,01
SF-36 PCS, 6asuibt 26,7 (21,9; 34,2) © ## | 38,8 (35,4; 45) 50,9 (39,5; 55,1) | <0,001
SF-36 MCS, 6auisr 44,1 (38,6; 49,2) 47,3 (42,1; 52,5) 44,6 (34,8; 51,6) 0,251
XCH II-IV ®K 1o
17 (51,5%)"" # 4 (13,3%) 0 (0%)* <0,001
NYHA, n (%)
XCH, n (%) 26 (78,8%) " * 15 (50%) 12 (37,5%) <0,001
168,5 175,5 164
Poct, cMm 0,001
(162,8; 175,3) (165; 179,3) (158; 170,5)*
Bec, kr 73 (65; 85,3) 80 (72,8; 92,3) 66 (53,5; 82,5)** | 0,002
WHaeke Macchl Tea,
25,9 (22,6; 28,4) 27 (24,3; 30) 25,2 (21,4; 28,4) 0,119
Kr/m2
607,8 (55,1; 5324,5) 291,2 (16,3;
NT-proBNP mr/mi o 0,1(0,1; 285,6)* | <0,001
# 677,9)
Tpomnonwun | (ar/mi) 0,01 (0,01; 0,204)™ 0,01 (0,01-0,014) 0,01 (0,01-0,01) 0,001
Mucratun C (MKr/mi) 0,94 (0,80; 1,14) 1,10 (0,94; 1,14) | 0,88 (0,73; 1,07)* | 0,007
CK®, mur/mun/1,73m2 62 (47,5; 85,3) " 65 (58; 80) 94 (78; 115) *# <0,001
CK®< 60 -
15 (45,5%) 12 (40%) 4 (12,5%)* <0,001
mir/mun/1,73m2, n (%)
NM/TIUKC B
3 (9,1%)* 10 (33,3%) 0 (0%)*# <0,001
anamuese, N (%)
CAJl, MM pT.CT. 120 (93; 130,5)* 127,5 (120; 145) 110 (101; 120)** | <0,001
JTAJT, MM pT.CT. 70 (60-80)* 80 (70-86,3) 70 (61,5-80)* 0,001
ConytcTByroniue 3a001eBaHus
AT, n (%) 22 (66,7%)™ 23 (76,7%) 4 (12,5%)* <0,001
CJI 2 tuma, n ( %) 9 (27,3%)"" 5 (16,7%) 0 (0%)* 0,007
OHMK, n ( %) 2 (6,1%) 6 (20%) 0 (0%)* 0,014

Ipumeuanue: * p < 0,05 no cpasrenuto ¢ rpynmoii I'JIXK 6e3 U3C; " p < 0,05 no

CPAaBHEHHMIO C TPYIION MyKOIoOIMcaxapunosa, ' p <0,01; " # p < 0,001
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B rpynnax mykomnonucaxapuao30B U aMUAIOH 1032 YpoBHH cuctosmyeckoro (CA/L)

u quacronndeckoro nasieHus (JIAJl) Obum Huxe, yem B rpytie ['JDK.

Ypoeab NT-proBNP Obln1 1OCTOBEpHO BBINIE B TPYMIE aMIJIOHI033a, YEM B
rpynne ['JIK 6e3 U3C (p<0,05). Ypoernb NT-proBNP >125 nr/mi Obl1 BBISIBICH Y
64,5% mnanueHToB B rpynne amwiounosa, y 37,5% manueHToB B rpymime

MYKOITIOJINCaxXaprua030B.

['pynmel amunono3a u ['JIDK Obun conocTaBUMBI 10 MOKa3aTelsaM TpornoHuHa | u
nuctatuHa C B CBIBOPOTKE KpOBW, TONIIMHBI cTeHku JIOK; a 3Tu mokazarenu (kpome
TponoHuHa |) ObUTM 3HAYUTENBHO HUXKE B TPYIIE MYKOIOIUCAXapUA030B. Y TONIIEHHUE
crenku JDK wdame ObUIO CUMMETpUYHBIM B rpymnmax amwmiougo3a u  [JDK,
ACMMMETPHUYHBIM B IPYIINE MyKOIOJIUCaxapua030B. B rpyrine amunongo3a oTMe4aauch
OoJiee HU3KUM UHJEKC yAapHOro o0beMa, KOHeUHO-auactonndeckuii oobem, ®B JIK u
@V JIXK (Tabauna 16).

3epHUCTOCTH/TIOBBIIIIEHHAS] 3XOreHHOCTh MuoKapnaa JDK wame nHabmoganace B
rpymie amuionno3a (60,6%) u mykononucaxapumao3os (34,4%). DTOT MpU3HAK UMEET
BBICOKYIO cnenupuyHoctb 96,7% u 4vyBcTBUTENBHOCTH 60,6%, 4YTO BaXHO s
mupdepeHnnanbHOl  TUAarHOCTUKM — aMMJIOM03a, OJIHAKO €ro OlEeHKa Oblia
CyOBEKTUBHOM W TOABEP)KEHA OOJBIIONW H3MEHYMBOCTH MEXKIY CIEHUATUCTAMHU 10

sxokapauorpadun (Tadmuua 17)
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Tab6muma 16. CpaBautenbHas xapakrepuctuka I XOKI mapameTpoB ManueHToB rPyIIT aMUAJION103a,

mykomnonucaxapuao3oB u ['JIK 6e3 U3C

[Tokaszarenu Ammonos (n = 33) ['JIXK 6e3 U3C (n = 30) MIZ;{;H E)rJ]I icg;()a P p
TOKII, MM 16,9 (13,9; 19,9) 15,2 (12,8; 17.8) 11 (9; 12,3 | <0,001
Took, Mm 16 (13; 20)° 17,4 (14; 20) 14 (12,2 16,8) | 0,048
KJIP JIK, Mm 45,7 (41,2; 51,3) 47 (45; 52) 43 (38,9 46,2)* | 0,003
Tac, M 13,6 (11,9; 17.3) ™ 12 (10,8: 15,1) 10,1 (9; 12)% | <0,001
K10 JDK, ma 95,3 (75; 111,3)* 104 (95,2; 124,3) 97 (78,8; 109,3)* | 0,04
uKCOmm, ma/m2 45,8 (36,5-58,5) ™ 32 (25,7-52,5) 35,2 (24,5-40,4) | 0,002
Tiom, M 453 (40,6-48.2) ™ 40,4 (34,9-44.7) 35,8 (30,9-39,3)F | <0,001
UMMUITK, r/m2 1585 (134,5; 204,2)"" 137 (104,6-189,1) 9?’11’(57)1;5' <0,001
jzi’f:;;szﬁ ngz:pp;‘: jglKU T;I/’OI)IHGHH” 20 (60,6%)" 1 (3,3%) 11 (34,4%)" | <0,001
g/I;I;vIMeTpI/Ique yronmeHnue ctenku JDK, n 23 (69,7%) ™ 17 (58,6%) 7 (24.1%) # 0,001
Tponanc MK, n (%) 4 (12,1%) 4 (13,3%) 13 (40,6%)* | 0,01
VYrommenue MK, n (%) i i <0,001
1 crenenu 8 (24,2%) 6 (33,3%) 4 (12,5%)
2 CTENeHH 16 (48,5%) 0 (0%) 16 (50%)
3 creneHH 5 (15,2%) 1(3,3%) 8 (25%)
Vromuenue AK, n (%) i 0,007
1 crenenu 12 (36,4%) 7 (23,3%) 5 (15,6%)
2 CTENeHH 8 (24,2%) 2 (6,7%) 2 (6,3%)
3 creneHH 4 (12,1%) 0 (0%) 4 (12,5%)
1Y O, Mi/m2 25,2 (18,6; 33,5)" " 31,9 (26,6; 35) 33(26,2; 40,1) | 0,002
®B JIK, % 54,3 (46; 60,2)" 55,5 (54; 61) 60 (55,3; 62,7) 0,026
DY JIK, % 32,1 (25,7; 38)" 36,1 (30,8; 39,2) 37 (34; 41) 0,01
®B JIK, n (%) *
>50% 21 (63,6%) 27 (90%) 29 (90,6%) 0,047
40-50% 7 (21,2%) 2 (6,7%) 2 (6,3%)
<40% 6 (18,2%) 1(3,3%) 1(3,1%)
TIoK, MM 5,95 (4,58, 8)" 4 (3,6:5,18) 37(34,43) | <0,001
uKCOm, Mr/m2 37,1 (26,9: 44.8)"" 24,7 (21,2: 34.8) 231 (18.8; 29,1) | 0,002
TAPSE, mm 10 (15,4; 21,8)" 22 (19; 24,3) 23 (19,2; 24.8) | <0,001
E, cMm/c 74,5 (65,2; 90) 70,7 (61,6; 78,5) 79 (69,5; 95,2) 0,061
A, cm/c 65 (47,7; 83,8) 68,6 (61; 88,9) 63,9 (53; 72,7) 0,336
&’ GOKOBOM, CM/C 6.2 (4,3, 9,2) 13,4 (9,2 14.8) 145 (10.4; 18.2) | <0,001
& CenTanbHEA, cM/c 5.6 (3,6 8,1)" 11,5 (8,9; 13,2) 131 (6,8 14,6) | <0,001
s GOKOBOIA, CM/C 5,8 (4,1; 8,6)" ## 9,2 (8; 10,1) 9,6 (8,6; 10,6) | <0,001
S CENTAJIbHBIN, CM/C 6,2(4,1;,7,7)7 % 8,7 (7,6; 10,8) 9(8,1;10,1) <0,001
E/A 1,07 (0,75: 1,8) 1,03 (0,72; 1,2) 1,38 (1,06: 1,6) | 0,061
Ele' 12,6 (7,6; 18,9) 7 5.7 (4,7: 7,6) 6(55 7.8 | <0,001
Juacronuueckas qUCHyHKLU B <0,001
I Tun (Hapyenue pacciabieHus) 9 (27,3%) 16 (53,3%) 9 (28,1%)
I Tun (ceBROHOPMATIBHBII) 12 (36,4%) 1 (3,3%) 6 (18,8%)
III Tim (pecTPUKTHBHEI# ) 10 (30,3%) 2 (6,7%) 1(3,1%)
Tonmmna MIIIL, Mm 8,4 (7,6, 9,4) 6 (5,6; 6,5) 6 (5 7,1) <0,001
[TepuKapauanbHbIA BBITIOT, N (%) 16 (48,5%)" #*# 2 (6,7%) 5 (15,6%) <0,001
Cunpotopakc, n (%) 13 (39,4%) " # 2 (6,9%) 0 (0%) <0,001
Jlerounas runeprensus, N (%) 15 (45,5%)™ 14 (46,7%) 1 (3,1%)** <0,001
MBc, r/m2*MB 97,8 (66,2; 167,3) " 60,4 (32,8; 86) 46,1 (38,2; 64,9) | 0,001
ML, t/m2*mm 6 (4 9,4)" 33(2:59) 22 (18:3.1)F | <0,001
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Tabmuna 17. Xapakrepuctuku ROC-kpuBoii u noporossie 3HaueHust DX OKI mapameTrpoB aiisa auddepennnanbHon

nuarsoctuku rpynn amuiiongo3a u ['JDK 6e3 U3C

[TokazaTenu AUC 95% AN )% [ToporoBeie | UyBcTBUTENBHOCTD, | CHEMPUUHOCTD,
3HAYECHU % %
Tommuaa MITIT (Mm) 0,938 0,876-1,000 <0,001 >7.3 81,8 100
Vrommenne MK 0,856 0,757-0,956 <0,001 >1 creneHu 84,8 76,7
e’ maTepaybHbIN, CM/C 0,856 0,751-0,960 <0,001 <10,55 84,8 76,7
¢’ MeIHuaJIbHbBIA, CM/C 0,834 0,717-0,952 <0,001 <8,39 78,8 86,7
MLI, r/M2*Mm 0,834 0,745-0,922 <0,001 >4,38 75,8 83,3
MBc, r/M2*MB 0,818 0,731-0,906 <0,001 >67,67 69,7 70
SF36- PCS, 6amibl 0,806 0,651-0,961 <0,001 <3447 78,8 86,7
Huactonmmyeckas quchyukmus | 0,788 0,673-0,903 <0,001 > 2 THI 66,7 90
3epauctocTs Muokapaa w/wm | 0,786 0,670-0,903 <0,001 | IIpucyrcTBuE 60,6 96,7
[TOBBIIIIEHHAS DXOM€HHOCTD
S CeNTaJIbHBIA, CM/C 0,764 0,620-0,908 0,002 <7.,55 69,7 76,7
TAPSE, mm 0,759 0,623-0,895 0,003 <20,2 66,7 76,7
Tk, MM 0,747 0,621-0,873 0,001 >4.3 84,8 63,3
s OOKOBOM, cM/C 0,743 0,582-0,903 0,005 <6,92 63,6 96,7
Vrommeane AK 0,728 0,603-0,853 0,002 >1 creneHun 69,7 70
[Munponepuxapa 0,694 0,563-0,825 0,008 [IpucyrctBue 455 93,3
XCH IH-1V ®K o NYHA 0,676 0,542-0,809 0,017 [TpucyrcrBue 48,5 86,7
Jhm (MMm) 0,667 0,530-0,804 0,023 >45,3 51,5 83,3
uKCOmm (mur) 0,663 0,523-0,802 0,027 >33,4 84,8 53,3
uKCOmm (ma/m2) 0,651 0,508-0,793 0,040 >26,4 78,8 60
TMKI, MM 0,626 0,487-0,764 0,087 >17,8 48,5 76,7
Tsc, MM 0,618 0,487-0,764 0,109 >15,6 42,4 83,3

Cokpawenua: AUC — mmomans moa kpuBod, /I — noeputensHbie MHTEpBaibl, [loporoBbie 3HAUCHUS — 3HAYCHHUS, KOTOPHIC

JydIIie BCErO Pa3IuvaroTCs B HaIlleM Habope MaHHbBIX. McxoOownbie 3Hauenus cm. 6 madbauye 3.3, npunosicenuu 3 ouccepmayuu
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AcummeTpuyHoe ytonimenne cTeHkr JIXK moka3ano BRICOKYIO 4yBCTBUTEIBHOCTD
78,1% u Hu3KkyI0 crienuduaHocth 56,7% (AUC 0,665; 95% AN 0,522-0,808, p=0,032)
JUISL pa3fiiyeHusl Tpynnbl Mykomnosvcaxapunosa. B rpynne MIIC 6bina 1ocToBEpHO
Bbille yactota nponanca MK (40,6%). Ilpomanc MK mnokaszan BBICOKYIO
cnenuduaHocTh 86,7%, HO HU3KYIO 4yBcTBUTENIBHOCTH 40,6% (AUC 0,63; 95% /AU,
0,492-0,768; p>0,05) B oTHOIIEHUH MyKoToJincaxapu 10308 (Tabmuma 18).

Tabmuna 18. Xapakrepuctuku ROC-kpHuBoii U TOPOTOBBIC 3HAYCHHUS
napameTpoB DKI' u DXOKT mist nuddepennraibHON AMAarHOCTUKY TPYIII

Mykomnoaucaxapuao3oB u ['JDK 6e3 NU3C

[Tokazarenu AUC 95% I p [ToporoBeie | Uysc, | Cmer,
3HAYEHUS % %

Yrommenne MK 0,870 | 0,775-0,966 | <0,001 >2 CTeNeHH 75 96,7
[ToBrIlIeHHAS 0,650 | 0,514-0,786 0,041 IIpucyrctue | 34,4 96,7
9XOTCHHOCTh MUOKap/1a
[Tpomarnc MK 0,630 | 0,492-0,768 0,076 [Tpucyrcteue | 40,6 86,7
OKT -npuzHaku 0,788 | 0,664-0,912 <0,001 OTtcyrcTBUC 84,4 63,3
runeptpodun JDK
3yben Q ma OKT’ 0,679 | 0,544-0,814 0,015 [Tpucyrctue | 78,1 60
AcCUMMETPUYHOE 0,665 | 0,522-0,808 0,032 [IpucyrctBue | 78,1 56,7

yroauenue creHku JIK

ST-T nsmenenue 0,733 | 0,599-0,868 0,002 OtcyTcTBUE 93,7 50

Hcxoonvie 3nauenus cm. 6 mabauye 3.4, npunodicenuu 3 ouccepmayuu

B rpynne amunoungo3a gaiie BcTpedanuch ruaponepukapn (48,5%), ruaporopakc
(39,4%), Oonee BeIpakeHHble yroumeHnue MIIII w crTeneHp aUACTOIMYECKOM
muchynkimu. Magexcet MBe u MLI, koTopble ObUTM CaMbIMHU BBICOKMMH B TPYIIIE
aMUJION03a M CaMblM HHM3KUM B Tpynmne Mykomnoiucaxapuaosza (p<0,001), mus
muddepeHnnanbHON TMarHOCTUKU aMHIJION03a 00J1a/Ial0T YyBCTBUTEIHHOCTHIO 69,7%,
75,8% u ciermupuanocteio 70%, 83,3% cOOTBETCTBEHHO.

Yronmenne MK u AK 0b1710 6oJiee BEIpa)KEHHBIM B IPYIIax aMUION03a U
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MYKOTIOJIUCAaxapu1030B 1o cpaBHeHUto ¢ rpynmoit ['JIK 6e3 U3C. Yronmennsiiit MK
MOKa3aJI BRICOKYIO YyBCTBUTEIHHOCTH (84,8% 1 75%) 1 BRICOKYIO CIIeIU(PHUIHOCTH
(76,7% u 96,7%) nns rpynn amunongosa (AUC 0,856; 95% U 0,757-0,956; p<0,001)
u mykomnonucaxapuao3os (AUC 0,870; 95% 11 0,775-0,966; p<0,001) B cpaBHEeHUU C
rpynnoit I'JDK 6e3 U3C cootBerctBenno (Tabnuuesr 17, 18).

Tonmuua MIIII npu noporoBoM 3HaYeHUW >7,3 MM TIOKa3ajia BBICOKYIO
qyBCTBUTEIBHOCTH 81,8% 1 cnermuduyanocts 100% (AUC 0,938; 95% JIU 0,876—1,000;
P<0,001) nmna nmuddepeHnaaIbHON JUArHOCTUKM aMHWJIOWJ03a Y MaIlMeHTOB C
yronmenrem cteHku JOK. Ytommenue crenku [DK (p<0,001), aunartamus mpaBoro
npeacepaus (p=0,002) u camxenue TAPSE (p<0,001) O6putn 6oJiee BbIpaKEHHBIMU B
rpynne amunouao3a (Tabmuna 17).

CambiMu  TunuuHbiME — napametpamu  OXOKD  nmna  muddepenunansHoi
nuaraoctuku amuionao3a u I'JIK 6e3 U3C okazanuce yrommenue MIIII, ctBopok MK,
CHIDKeHHE 3HadYeHus e’, uajaekcoB MLI u MBc (Pucynku 11, 12).

Ha OKI' B 12 oTBeneHMsIX B Ipynie aMUJION103a ObUIM Camble HU3KHE 3HAYEHUS
unjekca CokosoBa-JIailoHa U CymMMBbl aMIUTUTy1 KoMmiuiekcoB QRS B oTBeneHusx ot
koHeuHocten (p<0,001); Gosiee BrICOKasi 4aCTOTa HU3KOBOJILTAXHBIX KOMIUIEKCOB QRS
(p<0,001), mnceBaOMH(pAPKTHOrO TMAaTTEpHA (HAJIMYME MATOJOrHUecKoro pyoma Q,
p=0,014), megocrarounoro mpupocra 3yoma r ma OKI' (p=0,019), ®II (p=0,009) u
BJIHIIT" (p=0,008) o cpaBHEeHMIO C TPYIION MyKomnojucaxapuao3oB u rpynmnoi ['JDK
6e3 M3C. Hapymenuss mpoBOAMMOCTH Yallle BCTPEYAINUCHh B TPYyNIax aMHIOW03a
(81,8%) u myxononucaxapuno3on (75,8%). U3menenus ST-T yamie oOHapyKUBaJIKCh B

rpynne 'JIDK 6e3 NU3C.
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Pucynok 11. Jlnarnoctuyeckast TOYHOCTb 3XOKapAuorpaduueckux napaMeTpoB B AMATHOCTUKE aMUJIOMI03a Y TAIIUEHTOB C

yronmenueM ctenku JOK metonom noctpoennst ROC-kpuBbix
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Pucynok 12. Jluaraoctuueckasi TO4HOCTh nHAekcoB MLI u MBc B quarnoctuke
aMWJION/103a y MalMEHTOB ¢ yToimeHueM cteHku JK metonom noctpoenust ROC-
KPUBBIX

Hecmotps Ha BeicOKyto yactotry yronuieHus creHkn JOK ma DXOKI' cpeau tpex
rpymm, B rpymmnax ammiouzgosza (9,4%) u mykomonmcaxapumosa (15,2%) wyactora
BOJIbTXHBIX KpuTepueB runeptpodun JDK Oblna 3HAUUTENBHO HUKE 10 CPABHEHUIO C
rpynmoi ['JIDK 6e3 U3C (63,3%). MaTepan QTc ObLT AOCTOBEPHO JIMHHEE B IPYIIIC
amunouno3a u rpymnme ['JDK 6e3 M3C no cpaBHEHUIO ¢ TPYNIOH MYKOMOIUCAXapra03a.
Tem He meHee, He ObUIO HUKakuX cymiecTBeHHbIX paznnuuii B UCC, untepBane PR,
npoaopkutenbHocTH QRS u wacrore AB 6510Kanbl, BHyTPHKETYTOYKOBOM OJ0OKaabl U
BITHIII" mexay Tpems rpymmamu.

[Ipu XM OKI' y manyeHToB C aMWIOHWIO030M JOCTOBEPHO Yalle BBISBISAIUCH
HX32C, XK3C, xymnerst XKXKOC, HyXT. B ROC-ananmuze mis nuddepennmanbHon
JWAarHOCTUKM aMWIOWI03a y MNalMeHTOB ¢ yroiueHueM creHku JDK Hawmydiiee
noporoBoe 3HaueHue s HXKDC cocrasmsuio >21 ynapos/cytku (AUC 0,757, 95% /11
0,624-0,889, p=0,002), XKOC >37 ynapos/cytku (AUC 0,759, 95% 11 0,622-0,896,
p=0,002), coorBercTBenHo (Tadnuna 19, 20).
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Tabmuua 19. CpaBautenbHas xapakrepuctuka DKI' mapamMeTpoB y NalMeHTOB IPyIIIbl AMHWIOK03a, MyKONOJMCAaXapyua03a u

rpynmnst ['JIK 6e3 U3C
['JIK 6e3 U3C Mykononucaxapuaos
[TokazaTenu Awmmuonzos (n = 33) p
(n =30) (n=32)
OKT B 12 oTBenenusix

YCC, ynapos/mMuH 79 (65; 97,5) 75,5 (65,3; 83,3) 70 (60; 77,5) 0,069
Wurtepsan PR, mc 160 (150; 182) 175,5 (156; 190) 154 (134; 165)* 0,008
[IponomkuTeNnsHOCTh Komiuiekca QRS, Mc 100 (90; 110)™ 100 (90; 110) 90 (82,5; 100)# 0,003
@I1, n (%) 11 (33,3%)" 7 (23,3%) 1 (3%)* 0,009
Hapyiienue mpoBOAMMOCTH 27 (81,8%) 17 (56,7%) 25 (78,1%) 0,071
AB 6mokana, n (%) 7 (21,2%) 6 (20,7%) 2 (6,3%) 0,165
BJIHIIT, n (%) 15 (45,5%)"* 4 (13,8%) 6 (18,8%) 0,008
BITHIIT, n (%) 2 (6,1%) 3 (10,3%) 8 (25%) 0,082
BryTpmwkenynoukoBas 0okana, n (%) 12 (36,4%) 8 (27,6%) 10 (31,3%) 0,586
Wurepsan QT, mc 388 (368; 406) 390 (360; 426) 374 (352; 400) 0,234
Wnurepsan QTc, Mc 421 (408; 455)™ 438,5 (401,8; 460) 400 (383,5; 412,5)* | <0,001
Huskuit Boasrax komiuiekcos QRS, n (%) 18 (54,5%) " # 6 (20%) 3 (9,4%) <0,001
Cymma amrmutyr koMmriekcoB QRS B

3 24 (20; 36,5) " 40,3 (26,4; 53,3) 42,5 (34,5; 50,3) <0,001
OTBEJICHUSAX OT KOHCYHOCTEH, MM
['pyIHO-KOHEYHOCTHOE BOJIBTAXKHOE 25 (2:33)" 21 (16: 3) 21 (L7 2.4) 0,033
OTHOIIICHHE
Nnunexc Coxonosa-Jlaiiona, MB 1,8 (1,2; 2,0)"## 2,6 (1,9; 3,6) 2,1(1,7; 2,5) <0,001
[MTaronornyeckuii 3yoen Q va KT, n (%) 20 (60,6%)" 12 (40%) 25 (78,1%)* 0,014
['uneprpodus JIK na OKI' (mo kputepusim
CokonoBa-Jlaiiona u Kopnemna) , n (%) 31T 19 (63.3%) 5 (15.6%)™ <0001
Henocrarounsrii npupocT 3y61ia r, N (%) 10 (30,3%)* 1 (3,4%) 6 (18,8%) 0,019
Usmenenue ST-T, n (%) 2 (6,1%)%* 15 (51,7%) 2 (6,3%)"* <0,001

XM OKT

HXD3C, xonmnvecTBO/CyTKH 78 (20; 880)" 15,5 (4,5; 62,3) 2 (0; 13) <0,001
KOC, KoM4eCTBO /CYyTKH 221 (8,5; 1979) ™# 8,5 (2; 23) 1,5 (0; 37,8) <0,001
Kymier XKOC, n (%) 16 (48,5%) " ## 4 (14,3%) 1 (3,1%) <0,001
HyXT, n (%) 8 (24,2%)™ 3 (10%) 0 (0%) 0,01
SDNNI, mc 39,1 (25; 58,6) " * 56,5 (45,9; 77) 67,4 (45,8; 75,4) 0,002
SDANNI, mc 75,4 (60,6; 98,4)"" ## 142,4(106,6; 177,5) | 115,6 (91,3; 153,4) | <0,001
[{upKaaHbIi HHIEKC 1,11 (1,06; 1,15) ## 1,3(1,19; 1,38) 1,23 (1,14; 1,31) <0,001
TINN, mc 359,4 (315; 503,9)"" ** | 609,4 (492,2; 890,7) | 601,6 (437,5; 710,9) | <0,001
rMSSD, mc 19,3 (15,2; 32,4)™* 33,9 (23,5; 45,8) 35,0 (24,1; 51,6) 0,007
PNN50, % 4(25;7,2)"* 12,4 (5,4; 23,1) 15,9 (6,9; 29,2) 0,008
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Tabmuna 20. Xapakrepuctuku ROC-kpuBoii u noporossie 3Hadenust JKI -

napaMmeTpoB it TuddepeHInanbHON TuarHocTuKy rpynn amunonaosa u ['JDK 6e3

N3C

UysctB | Cneun
IToporosoe

[Toxazarenu AUC | 95% U P UTeNbH | (puyHO
3HAYCHUE

octb % | c¢1b %

Nunekc CokoJioBa-
0,797 | 0,663-0,932 | 0,001 <1,85 69,7 16,7
Jlaiiona, MB

CyMMa amMIuTya

komiuiekcoB QRS B
0,704 | 0,551-0,856 | 0,019 <30 63,6 66,7
OTBEJCHUSIX OT

KOHEUYHOCTEM, MM

Hupkannasenii naaexe | 0,944 0,872-1 <0,001 <1,185 93,9 86,7

SDANNI, mc 0,943 0,881-1 <0,001 <105 90,9 86,7
TINN, mc 0,844 | 0,731-0,957 | <0,001 <511,7 90,9 73,3
KIC, xonuaecTBo

0,759 | 0,622-0,896 | 0,002 >37 63,6 86,7
/CyTKH
HXXDC, kxonnuecTBo

0,757 | 0,624-0,889 | 0,002 >21 75,8 56,7
/CYyTKH
SDNNi1, mc 0,753 | 0,606-0,9 0,004 <46,1 72,7 73,3
rMSSD, mc 0,728 | 0,573-0,883 | 0,006 <25,9 78,8 70
PNNS50, % 0,69 | 0,526-0,853 | 0,018 <7,12 78,8 73,3
Kymnetsr XKOC,

0,698 | 0,548-0,847 | 0,018 | Hamuuue 48,5 96,9

KOJIMYECTBO /CYTKU

HUcxoonvie 3nauenus cm. 6 mabauye 3.5, npunoxcenuu 3 ouccepmayuu

[TokazaTenu rn00anbHOW BapuabEIBbHOCTH pPUTMA CepAld, B T.4. (QPYHKIUU

pazopoca (SDNNi, SDANNi, TINN) u dyakuuu konmentpanuu (rMSSD), Oblm
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3HAYUTEIHLHO CHUKEHBI Y MAIIMEHTOB C aMIJIOMI030M TI0 CPaBHEHUIO C ABYMS JPYTUMU
rpynmamu  (Tabmuma 19). Crnenuduueckue BAUSHUS —ONMyXJalOMEro HepBa Ha
BapuabebHOCTh puTMa cepata, Bkiouas rMSSD u pNNS50, takke ObUIM CHHXKEHBI y
MAIMEeHTOB ¢ aMUIon1030M. [{upkamHbIii MHACKC OBUT 3HAYUTETHLHO CHIDKCH B TPYIIIIE
aMUJIOUJ03a 4YTO CBUJIECTEIBCTBYET O HAPYIICHHWH BETE€TaTUBHBIX (QYHKIUN W
BereTaTuBHOM AcHepBaluu cepaua. [Tokasarenu SDANNI, nupkagasiii uaaexc 1 TINN
MMEIOT BBICOKYIO TOYHOCTh JJI JUAarHOCTUKH amuionaosa. (Tadmuua 20). [Tokazatenu
BCP He oTnuuanuck Mexay rpynmnoi mykonohucaxapunaosa u rpymnmoi I'JDK 6e3 N3C
(p>0,05).

Hammune Hy)XXT u xymnetoB XXOC obnanatot Beicokoi crenupuaaocthio (100%
1 96,9% cooTBETCTBEHHO) M nU(PepeHIINATbHON TUAarHOCTUKU aMUJION103a, HO UX

YyBCTBHUTEILHOCTH HU3Kas (24,2% u 48,5%) (Pucynok 13)

ROC-xkpnsan

HXSC
- A3C
0| = ; -~
p— HyXT
3 ‘ Kynaer A3C
f ’ PedepenTaas THHHA

06}

UyBCTBRTEALNOCK

1 - coennguunocts
Pucynok 13. JluarHocTu4eckasi TOUHOCTb MapaMeTPOB HAPYIIEHU PUTMA CEp/ILia B
JMAarHOCTUKE aMUJION103a y MAIMEHTOB ¢ yToJeHneM cteHku JIK metonom
noctpoeHusi ROC-kpuBbIx

B ROC-ananu3ze mis nuddepeHImanbHOM TUarHOCTUKN aMUJION 1032 Y MAIllieHTOB
¢ yronueHueM creHku JOK Hanydiiee mnoporoBoe 3Ha4€HUE JJIs1 CYMMBI aMILTATY
komruiekcoB QRS B orBeaeHUAX oT KoHeuHOCTEH cocTaBmiio <30 mm (AUC 0,704, 95%
JIN 0,551-0,856, p=0,019), nunnekca CokonoBa-Jlaitona - <1,85 mB (AUC 0,797, 95%
I 0,663-0,932, p=0,001), [IN - <1,185 (AUC 0,944, 95% 111 0,872-1, p<0,001),
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SDANNI - <105 mc (AUC 0,943, 95% /11 0,881-1, p<0,001), TINN - <511,7 mc (AUC
0,848, 95% /1N 0,731-0,957, p<0,001) (Pucynku 14, 15).

ROC -xpusan

SDNN4

SDANN-
Linpcagma waese
TINN

pNN30

™MSSD
Pejepesitran THERE

o
~

HyscrauTensHocTe

=]

00 02 oA o on 10

1 - eneymndmunocTs

Pucynok 14. JlnarHoctuueckast TouHOCTh nmapameTpoB BCP B nuarnoctuke
aMIJION103a y MalUeHTOB ¢ yTommenrneM cteHku JIK metomom noctpoenus ROC-

KPHUBBIX

ROC-kpusBas

]

— Hazexc Coxoaopa-JlafiHoHa

— CyMMa aMILTATYA KoMIaekcos QRS Ha KT
B OTBEJICHHAX OT KOHEUHOCTeH, MM
Pedepentras minma

08

08

04

YyBCTBHTEIBHOCTh

00 02 04 08 08 10

1 - cnenuguYHOCTD

Pucynok 15. Jlnarnoctuueckast TouHoCTh nHeKkca CokonoBa-JIailoHa U CyMMBI
amMIuiuTy 1 kKomruiekcoB QRS B 0TBeleHUSIX OT KOHEUYHOCTEN B AMATHOCTHKE
aMWJION103a y MalMEeHTOB ¢ yToimenueM cteHku JOK metonom noctpoenuss ROC-
KPHUBBIX

Ha ocHOBaHMM MOTy4EeHHBIX PE3YJIbTATOB pa3paboTaH ajJrOPUTM CKPUHUHTA Ha

N3C. Aroput™m pacnoyiokeH B IPUIIOKEHUAX A, b nuccepranuu.
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3.4. OueHka NporLo3a nauueHToB ¢ aMmuaoux03oM u ¢ 'KMII

[IpoBeneHa oneHka nporuosa manueHToB ¢ amuionno3oM u ['KMII 3a nepuon ¢
2008 mo 2023 r. JleranpHbiil ucxon Hactynui B 41 cioydae (50,6%, N=81) y G0JIbHBIX C
ammton1o3oM U B 11 ciydasx (12,5%, n=87) y 6ompabix ¢ TKMII (p <0,001): 1-netHss
BBDKMBAEMOCTh OT MOMEHTA Hauajia HaOmoaeHus y 00apHbIX ¢ amuiionao3oM U ['KMII
coctaBuia 52% u 98%, 4-metHss BeDKHBaeMOCTh — 38% u 93% COOTBETCTBEHHO
(Pucynok 16). CpenHsisi mpOJODKUTEIBHOCTh KH3HH TAIMEHTOB C aMIJIOHI030M |
['KMII ¢ MmoMeHTa TOCTaHOBKM JUarHo3a J0 HACTYIUICHHUS JIETaJIbHOIO HCXOJa
coctaBusia 23 (10; 36) mecsueB u 170,7 (158,9; 182,7) mecsiiieB COOTBETCTBEHHO, P

<0,001.

1 F—
T

5 i i I = KM
S 08 e it
% A
2 06] logrank p<0,001
z 04 Amurouoos
5 0,2

01 To 90 100 1150 200

[nutensHocTb HaSnloaeHwﬂ (mec)
Pucynoxk 16. OnieHka BBKUBA€MOCTH MAIMEHTOB ¢ ammionn03oM u 'KMII merogom
noctpoeHus kpusbix Karana — Maitepa
B rpymnne ¢ naroreHeTu4eckoi Tepanueil aMmIon103a J€TaabHbIN UCXO0/
HacTynui B 4 ciyvasx (22,2%, n=18), a B rpynmne 0e3 naToreHeTH4eCcKOi Tepanuu — B

36 cayyasx (57,1%, n=63), p=0,009 (PucyHoxk 17).
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—_—

= s

— \

3 A

208 -

Z ; ;
3 C namozeremuyeckol mepanued
£ <

504 logrank p=0.009

=

= bes namozerHemu4eckol mepanuu
s

=
S0 [0 50 100 150

[AnutensHocTs Habnogexns (mec)

Pucynok 17. OuieHka BBKUBAEMOCTH MAIIMEHTOB C HAJTUIUEM/OTCYTCTBUEM
MMAaTOT€HETUYECKOM TepAU aMUJIONA03a METOAOM MTOCTPOEHUS KpuBbIX Karana —
Maiitepa

1-1eTHSS BBDKMBAEMOCTh OT Havana HaOmoneHus y 6omapHbIX ¢ ATTR- u AL-
amunongo3oM coctaBuna 87% u 36%, 2-netusaas — 53% u 32%, COOTBETCTBEHHO;
OJHAKO pa3HHuIla HE JOCTUIJIA CTATUCTUYECKOM 3HAYMMOCTH H3-3a HEIOCTATOYHOTO

BpeMeHH HaOmoaeHus (PucyHnok 18).

5 1)1
g R ATTR
808/
3 \,
- \ logrank p=0.303
©
X \
504 N , ;
e AL
=
<
0 o 50 100 150

[OnutensHocTb HabnoaeHus (Mec)
Pucynoxk 18. Ouenka BebkuBaeMocTy nanueHToB C AT TR u AL-amunoniozom
METOJIOM NOoCTpoeHus KpuBbix Karutana — Maitepa
Kpome Ttoro, Habmiomaiach TakKe JIOCTOBEpHAs pa3HUIlA B TMPOTHO3E MEXIY
HNAlMEHTaMH C aMUJIOMI030M, AMArHOCTHPOBAHHBIM 10 u mociae 2019 r. (p<0,001,
Pucynok 19). 1-meTHsis1 BBDKMBAa€MOCTh C MOMEHTA MMOCTAHOBKH JIMArHO3a y OOJIBHBIX,
JUArHOCTUPOBaHHBIX A0 U mociae 2019 r., cocraBuna 40% u 75%, 2-netuss - 33% u

75%, 4-netussa - 25% u 75% COOTBETCTBEHHO.
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Pucynok 19. OuieHka BbKUBAEMOCTH MAIIMEHTOB aMUJIOU030M, JUATHOCTUPOBAHHBIM
1o u nociie 2019r. meronom nocrpoenus kpuBbix Karnana — Maiiepa

OTMeuanach CTaTUCTUUECKU 3HAYMMAasl pa3HUIlAa B CMEPTHOCTH MEXK]y TPYIIIIaMu €
HAJIMYMEeM/0TCyTcTBUEM  Bepudukanmu  amuiaougoza  (31,1% mpotuB  72,2%,
coorBercTBeHo, P = 0,003). UYepes 1 roxm HabmomgeHus Yy OONBHBIX C
BepU(UIIMPOBAHHBIM THUIIOM aMHUJIOMJ03a BBDKMBAEMOCTh cocTaBuia 75%, 0e3
Bepudukamuu — 32%. OpHako, pa3HHUIla B CMEPTHOCTH ucuesna depe3 30 MecsieB
HaOo/IeHusT (MpUMEYaHue, IJUTENbHOCTh HAOMIOJACHUS B TPYIIEe MalMEHTOB C
BepuduKkaluen Thuna aMuiIouJa B OOJIBIIMHCTBE cliydaeB He gocturiia 30 mMecsuen),

BBDKMBAEMOCTh OCTaBaJIaCh OYEHb HU3KOM Uisl ABYX rpynn u coctaBisuia 27%

(Pucynoxk 20).

0
T
o
= o
g X
@ = ¢ sepudhukayuel
= \
0 \
o ,
= \ logrank p=0,003
T 0,4
[a4]
= a o
-] be3 sepughukayuu
=)
2
0l 0 50 100 150

[nutensHocTs Habnoaenus (mec)
Pucynok 20. OueHka BbKUBA€MOCTH MALIUEHTOB C HAJTUYHEM/OTCYTCTBUEM
Bepu(DUKAMU TUIIA aMUJIOW]Ia METOIOM NTocTpoeHust KpuBbix Kamnnana — Maiiepa
Hannuue XCH -1V ®K o NYHA (p=0,011), acuura (p <0,001), runpoTopaxca
(p=0,004), aptepuanbHoii TunoteHzuu (p=0,023) cBsizaHO C XyJIIeld BBIKUBAEMOCTHIO

OonbHBIX (PrucyHOK 21).
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Pucynok 21. O1ieHka BbDKMBA€MOCTHU MAIIMEHTOB ¢ aMUJIOMI030M T10 HaJIW4uIo apTrepuainbHoi runotensuu (a), XCH I1-1V ©K

mo NYHA (6), runporopakca (B), aciiuta (I) METO0M nocTpoeHus KpuBbix Kamana — Maiiepa



103

1-netHsis BbKUBaeMOCTh OonbHbIX ¢ Hamnuuem/otcytcTBueM XCH -1V ©OK mo
NYHA ot momeHTa Hayajia HaOmroaeHus coctaBmia 53% u 78%, 2-netHssa - <33% u
78% COOTBETCTBEHHO. |-JIETHSSI BBDKMBAEMOCTh NAIUEHTOB C AMWJIOHIO30M OT
MOMEHTA TOSABJICHUSI TUApartopakca cHbkaeTca 10 43%, 3-JleTHsisi BBIKUBAEMOCTh -
20%, Torma Kak BBDKMBA€MOCTh Y IMAIIMEHTOB C OTCYTCTBHEM THAPOTOpaKca MpH
oOcnenaoBaHuu 3HauuTenbHO Bble (71% u 57%, coorBercTBeHHO). [lpm Hammuum
acuura O-MecsiuHasi BBDKMBAEMOCTh MAIIMEHTOB C aMWIOHWJIO30M C MOMEHTa €ro
BO3HUKHOBEHUS pe3ko cHmkaercsa a0 30%, a l-nmetnss - pgo 13%, Torma kak
BBDKMBAEMOCTh TAIMEHTOB C OTCYTCTBUEM aclUTa NpU OOCJIEIOBAaHUU 3HAUYUTEIIHLHO
BbI1Ie (75% 1 72%, COOTBETCTBEHHO).

UTOOBI TOYHO OLIEHUTHh OTHOCUTEIBHYIO TPOTHOCTHUECKYIO CHITY MEPEMEHHBIX IS
JIOJITOCPOYHOIO0 MCXOJa, ObLI TpoBefeH perpeccuoHHbli ananu3 Kokca. Ilocrie
oOpaTHOr0 MCKJIIOUEHHUs, ocTaBieHO 3 mnepeMeHHbix — DB JIK, ypoBenn oO1iero
Oenika B KpOBU U natorenernyeckas tepanus. [Ipu srom camxenne @B JIXK Ha kaxabrit
1% npuBOIMIIO K YBEIIMYEHUIO CMEPTHOCTH Ha 5,8%, CHUKEHUE YpOBHS 0011ero Oenka
B KPOBU Ha KXl 1 I/J NPUBOAMIIO K YBEITMYEHUIO CMEPTHOCTU Ha 5,6%, a Hanu4uue
MaTOr€HETUYECKOM Tepalru CHUXKAI0 CMEPTHOCTh Ha 66,8%. Takum obpazom, OB JIK,
ypOBEHb 00mIero Oelka B KPOBU W TMATOTCHETHYECKas Tepanus ObUTM JIydIUMU
HE3aBUCHUMBIMU  NPEAUKTOPAaMU  JOJITOCPOYHOM  BBIKMBAEMOCTHM  NAIUEHTOB C
CUCTeMHBIM ammton1030M (Taonmma 21).

Tabnuua 21. Mojenb mponopiimoHalibHbIX puckoB Kokca 11 He3aBUCHMBIX

IMPCAUKTOPOB BbIZKUBAHUA

[ToxazaTenm CKOppEeKTHPOBAHHOE 95% AU o HR p
otHomieHune puckoB (HR) Hwxnsis Bepxnss
®B JIK, % 0.945 0.914 0.977 0.001
YpoBeHb 00111eT0 0.947 0.907 0.990 0.015

OeJika B KPOBH, I/11

[latorenernueckas 0.332 0.115 0.954 0.041

tepanus: 0-uer, 1-1a
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C yderoM TMOJNYyYEHHBIX peE3ylbTaTOB pa3zpaboTaHa CcXeMa MapuIpyTH3ALUH
OONBHBIX C aMHIJIOHIO30M WM TMOAO03peHHeM Ha Hero. (Cxema mpeacTaBieHa B
npuwioxkeHuu B quccepranuu.

3.5. Kuaaccupukanus U3C MORAL-STAGE

CymectBenHoe yBenuueHue 3HaHuii 060 M3C TpeOyeT cTaHmapTU3MPOBAHHOM,
YHUBEpPCAIbHO  TpUeMJIeMOM  cucteMbl  kiaccudukanuu. beuia  paspabortana
kinaccudukanus M3C MORAL-STAGE, yunteiBatomas 10 npusaakos (Tabmuma 22):
MopodyHkimoHanbHb  peHotun (M), mopaxenue opraHoB-muineHeit (O), puck
CMEPTH OT CepAEUYHO-cOCYAUCThIX npuuuH (R), Bo3pact nebrora 3a00ieBaHusl U cTapTa
tepanun  (A), JOKamM3alMI0 MaroreHerudeckoro mnpouecca (L), cBemenus o
(YHKIIMOHAJIBHOM CTaTyce XpOoHUYecKon cepaeuHoil Henocrarounoctu (XCH), ctanuu
UHOUIBTPATUBHOTO MOpaskeHus cepaua (S), ocobennoctsx jeuenus (T), Tune apuTMun
Y HapyIIEHUSAX MPOBOJUMOCTHU NIPU HAIU4UUU (A), FCHETUUECKUX MYTalUsIX U XapaKkTepe

HacienoBanus (G), atuonorus (E).
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Tabmuna 22. [Ipennaraemas knaccudukanus U3C MORAL-STAGE

O6o03HaueHue XapaKkTepuCTUKA bykBEeHHBIN KO
D — AKMII, H — ’'KMII, R — PKMII, E — panuss craaus 6e3
M (morpho- Mopdo-dyHKimoHanbHbIe (HEHOTHUI sBHOTO (peHoTnna, E(D) — pannss auarnoctuka JIKMII,

functional phenotype)

NOpaKEHUs cepAaLa

E(H) — pannss quarnoctuka 'KMIT, NS — Hecneruduaeckwii
BapuanT, 0 — 6e3 BoByeueHus cepamna, U — HEeT nHGoOpMariu

O (organ/system
involvement)

Kaxkue OpFaHBI/ CUCTCMBI ITIOPAKCHBI

H — cepaue (LV — JIXK, RV —IIXK, V — BoBieueHue oboux
XKenynodkoB), A — opransl ciyxa, C — koxka, E — ria3a,
G — XKT, K — moukwu, Li — mmeuens, LU — nerkue,
M — ckeneTtHbie MbImIbl, N — HEpBHAsI cCUCTEMA, S — CKEJIET,
0 — 6e3 mopakeHusI OpraHOB U CUCTEM

R (risk of cardiac
death)

KapauoBackynsipHbIi pHCK,
pacCYMTaHHBIN IO IIKaIam

SCD — 5-neTHuit puck BHE3aMHON CEPCYHON CMEPTH IO IIKaJe
HCM risk SCD (%), HF — 3-netnuii puck cmeptaoctu 1t XCH
6opHBIX 10 mKaTle MAGGIC (%)

A (age of
onset/starting
treatment)

Bo3spact nebdrora 3a0osieBanus/crapra
NaTOr€HETUYECKOHN Tepanuu

Heob6xoaumo ykazath aBe 1udpsl: nepBas nudpa COOTBETCTBYET
BO3pACTy, B KOTOPOM IOSIBHJIUCH KIMHUYECKHUE MPOSBICHUS UITU
OBLJIO TUArHOCTUPOBAHO 3a00JeBaHus (TOJIbI),

BTOpas 1udpa COOTBETCTBYET BO3PACTy CTapTa
MaTOr€HETUYECKOUN Tepanuu (TOIbI)

L (localization of
pathological process)

JJOKaJIN3alus 1I1aTOJIOTHYCCKOI'O
IIpoLcCCa BHC WK BHYTPHU KIICTKHU

O — BHEKJIETOYHOE OTJIOKEHNE aHOMAIBHBIX CyOCTaHIINH, | —
BHYTPHUKJIIETOYHOE OTJIOKEHUE aHOMaJIbHBIX cyOcTaHuui, Ol —
KaK BHE-, TaK ¥ BHYTPUKJIETOYHOE OTIOKEHUE AHOMAJIbHbIX
cyOCTaHITUH.

S (Stage)

Cragusg U3C, cragus XCH,
bynkuuonanpHbIN Ki1ace XCH mo

Cramus U3C (1-3)
Craaus XCH no H./[.Ctpaxecko, B.X.Bacunenxo (I-111)

NYHA ®dynkimonanphbiii kimacec NYHA (1-1V)
0 — He neumscs. S — cumnromatudeckas tepanus (Jieuenue XCH,
T (Treatment) Jleuenue HapyUIEHUH pUTMa U MPOBOUMOCTH), P — maroreneruueckas

Tepanus

A (type of

arrhthmias,
conduction
disturbance

ApuTMHUH, HApYLIEHHE NPOBOINMOCTH

0— met apurmuu, AF — dubpumsiiust npeacepanii, VT —
xemynoukoBas tTaxukapavsi, Af+VT — ubpumsus npencepauii
U JKeNy10uKoBast Taxukapaus, VF — GuOpuiisius xeny109KoB,
AVRT — aTpuOBEHTPUKYJIIpHAS PEIIUNPOKHAS TaXUKapIUs,
LBBB — 61okana neBoit Hoxku nyuka [ 'uca, RBBB — 6iokana
paBoOM HOXKKH Mmyuka ['uca, AVB — aTpuoBeHTpUKYJIIpHAs
0JI0KaJia ¢ yKa3aHUEM CTENEeHH, SSS — CHHIIPOM ClIab0CTH
CHUHYCOBOI'O y371a.

AD — ayrocomHo-10MHHaHTHOE, AR — ayTOCOMHO-PEIIECCUBHOE,
XL — X-cuemiennoe, M — matepuHCKOM JinHUH, 0 — HET JJAHHBIX,

G (Genetic) Tun HacaemoBaHUs
S — cnopaguueckoe, N — HeHacneacTBennoe, U — Her
uHbopMaIuu
G — reHetnyeckas, A — aMHIIOMI03 C YKa3aHUEM €ro THIIa
. AA — AA-amunonno3, AL — AL-amunongos, ATTR — ATTR-
E (Etiology) DTHOoI0TUsA ( g A

aMmuIIon103), S — capkouao3, H — remoxpomaros, O — okcano3, U
— HEU3BECTHAS DTHOJIOTHS.
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M (morpho-functional phenotype) - mopdodynkunonaabHbIi GeHOTHTT

bykBa «M» cootBeTcTByeT (QeHoTHmy, Wi MOophHoYHKIHOHATEHOMY THITY,
nopaxkenus cepaua. DOeHOTHN Tpeajaraercss ykKasarb B BHJAE OJHOM OYKBHI,
cootBeTcByomel Gopme KMIT: Mp (DCM — JIKMIT), My (HCM — T'KMII), Mg (RCM
— pectpuktuBHas KMII). Bo3moxxHo couetanue pazaudHbix ¢enoturoB. 'KMII ¢
BBIPXECHHBIM PECTPUKTHBHBIM MATTEPHOM TMpejyiaraeTcst onucarb kak My+r. Pa3Butue
JUIaTalliid 10 Mepe MPOrPEeCcCUPOBAaHUS HUCXOAHO THMIEPTpoduyecKkoro QeHoTuna
npeasiaraeTcs onucartb kak Mu:p. [Ipu onucanuu mopdodyHkimoHansHOro heHoTuna
eJIecCO00pa3HO OTPa3UTh TaK Ha3bIBAEMbIE «KpACHbIC (rarm» aMuIOWA03a U APYTUX
N3C, Ttakux kak kopotkuii uHTepBas PR (|PR), maromormueckmii 3yberr Q (Q),
cuaapoMm Bonbda-Ilapkuncona-Yaiitta (WPW), arpuoBenTpukymisipHas Oiokajia
(AVB), auskuit Bometaxk QRS Ha snexrpokapamorpaduu (OKI', |QRS). D10 MoxeT
ObITb 0TOOpaXkeHO KaK MHpr], Muwpw) Wil Mpjave;, Murjgrs]. OTH NIPU3HAKH JOJKHBI
OBITH MOMEIIIEHBI B KBaJpaTHbIE CKOOKHU Tocie 0003HaueHuss MOphHodyHKIITMOHATEHOTO
dbenoruna. bykBoil E MoxeT ObITh 0003HaU€HA paHHSA CTaAUs MOPaXEHUs cepja 10
dbopmupoBaHusi  ompenesneHHoro  ¢eHorumna, NS-Hecnenu@uUUecKWii — BapUaHT.
Hocureneir myranuii, cBsizanabix ¢ M3C, 6e3 nmopaxkeHus: cepama o003HavaroT Kak Mo.
Korma undopmanus o xkapauaabHOM (DEHOTHUIIE HETOCTYITHA, HANPUMEDP, Y YMEPIIUX
POJCTBEHHUKOB, UCIIOJBb3yeTCs onucanne Mya (NOt appropriate — HeT JaHHBIX ).

O (organ/system involvement) - BoBJieueHHbI€ OPraHbl

bykBoit «O» 0003HaualOT MOpaXeHUE OPraHoB. MOXeT OBITh H30JIHPOBAHHOE
nopaxkenue cepana (Oy) 1ubo coyeTaHre NopakKeHUs €ro U Apyrux OpraHoB, TAKUX Kak
ckeneTHbie MBI (Opnv), opran ciayxa (Op:a), mouku (Opix), HEpBHAS cCUCTEMA
(Onsn), meuderb (Opsri), KeMymoYHO-KUIIEYHBIH TpakT (Opsc), Koka (Opsc), T1aza
(On+e), nerkue (Opsry). OTCyTCTBHE MPHU3HAKOB IMOPAKCHHUS OPraHOB M CHCTEM
obosznauaercss Q.  IlomuopraHHOCT,  MOpPaXEHUS  MOMOTAaeT  3amoJ03pPUTh
MHOUIBTPATUBHYIO MATOJIOTHIO.

R (Risk of cardiac death) — puck cMepTH 0T cepedHO-COCYTUCTHIX MPHUYHH

bykBa «R» cOOTBETCTBYET 5-1€THEMY PUCKY BHe3anHoi cepaeunon cmeptu (BCC)

no mkajge HCM risk SCD B %, 3-netHeMy pucky cmeptHocTd ais 0oapHBIX XCH 110
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mkane MAGGIC B % [166, 171]. Hanpumep, Rscp 25, Hr 10 — 5-ntetHuii puck BCC 1o
mkane HCM risk SCD 25%, 3-netHwmii puck cmeptaocTr 1o mkaie MAGGIC 19%.
Hcnonb3oBaHue yKa3aHHBIX IIKall MO3BOJIIET PACCUMUTATh PUCK JIETAJILHOTO MCXOAA Y
KOHKPETHOTO OOJBHOTO, OOOCHOBATh HEOOXOAMMOCTh CBOECBPEMEHHOTO TPHHSITHS
pelieHus 0 Hayalle NaTOT€HETUYECKOW Tepanuu W B TOCIEAYIOIIEM OIpeaeiuTh
BaJIUHOCTh YKa3aHHBIX 1IKaj B oTHomieHuu MU3C.

A (age of onset/starting treatment) — Bo3pact nedroTta 601€3HH, BO3pacTa crapTa
naToreneTuyeckon tepanuud. O603HaueHnEe «A» BKIIIOYAET OMMCAaHUE BO3pacTa JAedroTa
OONe3HM M cTapTa maroreHeTudeckol Ttepanuu. Hanpumep, Az — mepBbIE
KIIMHUYECKUE CUMMTOMBI MOSBUINCH y O0IBHOTO B Bo3pacTe 20 JIeT, U OH MOJy4yaeT
MAaTOT€HETUYECKYIO Tepanuio ¢ 22 JeT.

L (localization of pathological process outside or inside the cell)

bykBa «L» o00o03HauaeT BHYTPHUKJICTOUHYIO WM BHEKJIECTOUHYIO JIOKAJIU3AIUIO
MAaTOJIOTMYECKOTO mpolecca. Lo — MaTonoruyeckuid mpoiecc BHE KIIETOK (Hampumep,
Npu  aMUIoWa03e, capkouaose), L, — maronormyeckuii mporecc BHYTPU KIIETOK
(manpumep, npu 6oseznn Pabpu, 6one3nu [anona), Loy - maTomornueckuii mpoiiecc
JIOKaIM3yeTCsl KaK BHE, TaK W BHYTPU KJIETOK (HAmpuUMep, MPU TEeMOXPOMAaTo3e,
OKCaJio3e).

S (stage): Craaus

bykBa «S» omuceiBaer cramuo M3C, craguto XCH (mo B.X.Bacunenko u
H.JA.Ctpaxecko, 1935 r.) u ¢pynkuuonansueiii kinace (®K) XCH no knaccudukanmm
Hero-Hopkckoit kapauonormueckoii acconmam (NYHA, or T no IV, 1964 r.). Tlo
aHAJIOTUU CO CTaausMU runepronuueckoi 6onesnn [201], cragupoBanne N3C momkHO
YUUTBIBAThH CTEIICHB MopaxkeHus cepaia (Pucynok 23):

1 cragus (nokiaumHWYecKas) — craaud uHbuibTpanuu. HaunHaercs HakoIieHue
WHOPOJHBIX CYOCTaHIIMN B CepJlle, KOTOPbIE BU3YATU3HPYIOTCS MHUKPOCKOMUYECKHU.
Teyenne, B  OCHOBHOM, OECCHMIITOMHOE, CTaHJIapTHas  KIWHWUYECKas U
BHU3YaJIM3UPYIONIAasl OIICHKA HE BBISBIIACT MATOJOTHIO. MOKET OTMEYaThCs TIOBBIIICHUE

cnenupruyecknx OMoMapKepoB, HadaIbHbIE U3MeHeHus npu MPT.
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HpOI[OJ'DKHTCJ'IBHO CTh KH3HH

v

JeCKOH CHMITTOMATHKH ~ XPOHHYECKas yCTaloCTh OnpIiKa,

CHuzkeHHe GU3HYeCKOH OTEeKH, HapyLIeHHA
BHOCTH PHTMa H/WIH

i IIPOBOIHMOCTH

BeroxuBaeMocTh

Bromapkeps! 1Tponorura INT-proBNP, 1BNP,
T Tpononmna

IXOKT, CrpykTypHBIE XCH, sapymennas
CunaTarpadgus (uceegorame S MOKATLHOH
MHOKapaa, yToJmeHHe COKpATHMOCTH,
CTBOPOK KJIanaHa/oB, CTeHO3 HEOIZIA
H/HJIH HeJ0CTATOYHOCTE CHCTOTHIeCKas
KJIanaHa/oB cepana u ap.) auchyaxnas JIK
u/mna GyHEKOHOHAILHBIE
H3MeHeHHs (IHACTONIHYecKas
anchysxnus, obcTpyrmas
BhIHOCHMero TpakTa JUK 1
ap.)
MPT Jlokaasubii Grdpos Muddyanii hpubpos
BOCHAJEHHE

Pucynok 22. [Ipennaraemoe ctagupoBaHue MopakeHus cepama y 6ompabix ¢ U3C
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2 craaus (MaHudectauuu) — CTaAus CTPYKTYPHBIX (TICeBAOTHMIEpPTpOdus
MHUOKap/ia, YTOJIIEHHE CTBOPOK KJIAMAHOB, KJAMaHHbIE TMOPOKH, IWJIATAlUS KaMmep
ceplilia v p.) U PYyHKIIMOHAIBHBIX U3MEHEHUH cepana: (Auactoaudeckas AucyHKIus,
ooctpykiuss BOJDK w np.). BemBmstorcs m3menenus npu OXOKI, MPT, DPD-
cuuHTUurpadgun u ap. Kpome toro, MHQUILTpATUBHBIN MPOIIECC MOKET ObITH KOCBEHHO
BBISIBJICH IO MATOJIOTMYECKH MOBBIIIEHHOMY YpOBHIO TpomoHuHa |. KnmuHuuecku 310
MOXXET TIPOSBISITBCS  HEOOBSICHUMOM ~ XPOHUYECKON  YCTAJIOCTHIO, CHIDKCHHEM
¢busnueckoit aktuBHOCTH. Kinunuyeckas kaptuna XCH He xapakrepHa, YpOBEHBb
HAaTPUNYPETUUYECKUX MENTUIO0B B KPOBU B MPEIeNIaX HOPMBI.

3 cragus — craaus XCH. Xapaktepusyercs (uOpo30M OT JIOKaJbHOIO J10
muddysnoro. Ilpu DXOKI OGosee BbIpakeHbI CTPYKTYpHbIE M (DYHKIIMOHAJIbHBIE
aHOMaJMu Ccepjila, B T.4. TceBAoruneprpodus W/WIM JuiaTalus ¢ HapylieHUEM
JokanbHOM cokparuMmoctu (4). TloBblmaroTcs YpOBHU TPOMOHWHA U N-KOHIIEBOTO
poMo3roBoro HaTpuityperudeckoro mnentuaa (NT-proBNP). Kimmaudecku BoIsSIBIsSCTCS
OJIBIIIIKA, HApYLIEHUs] pPUTMAa U MPOBOJUMOCTH, B PsJe CIydaeB TpeOyrolme
MIOCTAHOBKU  JJICKTPOKAPAUOCTUMYJISTOpPA WM  MUMIUIAHTAllMM  KapAuOBepTepa-
nepuodpunnstopa. [loHMMaHue W BBISBICHHE TPEX CTaaud TOpaKEHUS cepAala y
naupeHToB ¢ M3C BaxkHO I  KOPPEKTHOTO JieueHHs. B KOHTekcre
dbepmenTozamectutenbHOM Tepanuu (D3T) oTBET Ha JledeHUE MOXKET OBITH CBSI3aH CO
cTajuei, Ha KOTOpoi ObUT Ha3HAaUeH npenapar. OnucaHHbIC MATOJOTHYECKUE MPOLIECChI
MOTYT CTaTh TEPANEBTUUYECKUMHU MUIIICHSIMU B Oy IyIIIEM.

K npumepy, cornmacuo knaccudpukarmu U3C MORAL-STAGE, Sig.0 0603Havaer
nepByto craauio U3C (cramust napmibTpanun), XCH oTcyTcTBYeT; S3.51a-11 0003HaUAET
tpetbst ctaauss MN3C (cramus XCH), cramgus XCH IIA no B.X.BacuieHko u
H.J.Ctpaxecko, XCH Il ®K nmo NYHA (Pucynox 22).

T (treatment) - 1euenune

bykBa «T» — o003Ha4aeT THUIT MTPOBOJMMOTO JICUCHHUS, |o YKa3bIBAaET HA TO, YTO
MAlMEHT 10 TEeKYIIEero oOpalieHus He Jieunscs, Ts - MPoOBOAMIACE CUMIITOMATHYECKAS
tepanus (nedenne XCH, aputmuu), MOXHO YyKa3aTb KOHKPETHBIM METOJ JICYEHUS:

Tsinr — neuenne XCH, Tspicp) — uMmianTanust kKapauoseprepa-aepuopunistopa, Tspm
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— HWMIUIAHTaUUsl IOCTOSIHHOTO 3JIEKTPOKApAUOCTUMYJISATOPA, TS[CRT-D], |S[CRT-P] —
ceplleyHasl PECUHXPOHU3HpYIOUIas Tepamnusi, |p — NATOr€HETUYECKas Teparus, MOcye
4Yero MOKHO yKa3aTb KOHKPETHOE JIEKapCTBO.

A (type of arrhythmia, conduction disturbance) — tun aputmum, HapyiieHue
npoBOaAUMOCTH. bykBa «A» moka3bIiBaeT, Kakoil THUI apUTMUU BO3HHMKAET Yy OOJIBHOTO,
Ao — HeT apuTMuH, Aas — GUOPHILIIUS TIpeacepanit, Ayt — XKeITya0uKoBas TaXUKapaus,
U JIp., BOBMOXKHO COYeTaHHE KaK AafryT — QUOPHILTALNS TIPEACEPIUN U KEITYJ0UKOBAS
Taxukapausi, AaAvrRT — AaTPUOBEHTPUKYJSIpPHAs PEUUIIPOKHAs Taxukapaus, Aisss —
0JioKaza JieBoi HOKKH Tyuka ['uca.

G (Genetic) - THn HacJIe 0BaAHUS

bykBa «G» omuchIBaeT THIT HAclE€IOBaHWSA, YCTAHOBJICHHBIM KIMHUYECKH Ha
OCHOBE aHallu3a POJIOCIOBHOM W TEHETHYECKOrO0 TECTUPOBAHUSA: ayTOCOMHO-
nomuHaHTHBIH (Gap), ayrocomHo-perieccuBHbI (Gar), X-cuemieHusii (Gxi), X-
cueruieHHbld perieccuBHBIN (Gxir) win aoMuHaHTHBIM (Gxip) U Ap. [lanueHtsr,
uMmerone (GpeHoTUIrUeckn cropaaudeckoe 3adosieBanue (Gs).Takke MOXKHO yKa3aTh
HEU3BECTHBIN ceMelHbiil anamHe3 (Gy) u ceMelHbIl aHaMHE3, HE UCCIIEI0BAHHBIN J10
HacTosmiero Bpemenu (Go).

E (Etiology) - 3THo10THs

O6o3Hauenne «E» BKiIOYaeT omucaHUE JABYX KJIIOYEBBIX MOMEHTOB. BO-TiepBBIX,
CBUIETENLCTBYET O reHernueckord (Eg) wim Herenermueckoit mpupone WU3C. Ilpu
HeUJeHTUUIIUPOBAHHOW mnpuunHe obo3HayatoT En. Bo-BTopbix, Bemer 3a coboit
o00O3HaueHue TOYHOW 3THOJorMu. Hampumep, ykaszaHue MyTalUud KOHKPETHOrO reHa
psgoMm ¢ Eg wim ykazaHue NpUYMHBI OCHOBHOTO 3a00JIEBaHUSI MPU HETEHETUYECKUX
N3C. Ctpounsie OykBbI (Hampumep, Ec-air, Ea) ONHUCHIBAIOT TOMO3pUTEIBHBIN CITydait
0e3 TreHeTn4ecKoro/MopgoJIorHueckoro MoATBepkaeHus. Hanpumep, B ciyyae
cemeitHoro amunon103a (Ec-ATTR [pvaiizzie), 00e3uu @adpu (Ec-cLa [p.1rp340x]), aTaKCUH
®dpunpeiixa (Ec-rxn).

[[BeTOBOM KOJA, NPUCBOCHHBIM KaXAOMy BapHUaHTy, MOXKET IPEIOCTABUTH
uH(OPMAITUIO O MOTEHIIMATBLHOW POJIU UACHTU(GHUIIMPOBAHHOTO BapUAHTA: BIUSET HA

GYHKUMIO WM BEpPOSITHO BIMAET Ha (QYHKUMIO (KpacHbIN), BIMSHHUE HEU3BECTHO
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(kenTeIil), HE BIAUSET HA (GYHKIUIO (3eneHbI). Eg.na yKa3bIBaeT Ha HEJOCTYITHOCTh
T€HETUYECKOT O TECTA.

[Ipu nenacnenctBeHHbIXx M3C 3THONOTMS MOXET OBITh ONKCAaHA KaK CApKOUJI03
(Es), nenacnenyembrid amriionnio3 (EaL, Eaa, ¥ ap), BTOpUYHBIH TeMOXpoMaTo3 TpH
tayuacemud (E p.1), okcanos (Eo).

3.6. KiaumHmyeckue npumepsbl

Cayuaii 1

[Tarmuent I'., 67 metr, poct 168 cm, Bec 50 kr. Ilpu mocTymieHUH B CTallMOHAp
aptepuanibHoe naBienue (AJl) 140/90 mm prt.ct., UCC 58 ynmapos/mun. M3 anamuesa
U3BECTHO, 4YTO B Bo3pacte 61 roga Ha ¢poHE CUIBHOTO cTpecca Yy OOJIBbHOrO MPOU30LLIO0
CHU)KEeHHE Macchl Tesa Ha 20 kr 0e3 siBHOM npuunHbL. Yepe3 1 ron BriepBbie BHISIBUINCH
HEBPOTUYECKUE CHUMIITOMBI: CHUMMETPUYHOE OHEMEHHE M ClIa0d0CTh KOHEUYHOCTEM,
rpyObli, CHMMETPUYHBIN, JUCTAJIbHBIN, BSAJIBIN TeTpanape3, HEBO3MOKHOCTh CTOSITh Ha
HOCKAaX U Ha IMITKaX; JUarHOCTUPOBAHA MOJMHEHPONaTHsI.

[Ipu o6cnenoBanuu: Ha OKI' putm cunycoBwii, UCC 58 ymapoB B MuH.,
OTKJIOHCHHE 3JIEKTPUYECKON OCU CEpALIA BIIPaBO, HU3KHUK BOJIbTaXK KOMIUIEKCOB QRS B
npekapauanbHbix oTBeneHus X. [1o nanupiM DX OKI' Obuta BhIsIBIICHA KOHIICHTPUYECKAS
runeprpodust JDK 6e3 obctpykumu BOJIDK, makcumanbHbI TpaJUEHT JAaBJICHUS B
BOJDK 9 mwm prt.cT., yrommenune crenku JIDK no 2,9 cm, coxpaneHHas Qpakiius
BbIOpoca JIXK (63,7%), nunatauus jieBoro npenacepaus (MHaekc oobema: 45,7 mi/m2,
nuameTtp JIII B mapacTepHaabHON MO3UIMHU 110 JUIMHHON OCH 45 MM), TUACTOIMYecKas
muchynkuuss 1 tuna, HeOombwmod rugponepukapA. I[lo gamaeiM XM OKI
3apETUCTPUPOBAHO 3 AMH30/1a HEYCTOWUMBON TaxUKapJIUU C ITUPOKUMH KOMILJIEKCAaMU
QRS, camblif nnuTenpHBIM 3MK307 - 8 KOMIUIEKCOB ¢ vactoTod 201 B MuHyTty, 2
snu3zona osneBanuu cermeHta ST go 0,2 MB nmo Il xamany (Pucynok 23). B
OMOXUMHUYECKOM aHanm3e KpoBu kpeaTHUH 119 mxmons/n, NT-proBNP 2300 mr/mi.

VYcranosnen nguarao3 XCH A, 11l ®K o NYHA.
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Pucynoxk 23. UncTpymeHnTannbie qanHbie nanuenta ¢ ATTR-amunongozom: a)
OKT' - putm cunycosslii, HCC 58 yaapoB B MHUH, OTKIIOHEHHE 3JIEKTPUUYECKON OCH
Cep/lia BOPaBO, HU3KUH BOJIbTAK KOMIUIEKCOB QRS B nmpekapuaibHbIX OTBEACHUSX; O)
XM OKI' - HeycToiunBas Taxukapus ¢ MUpoKkuMH komruiekcamu QRS (8
KoMmIuiekcoB) u noaumopdusie KIC; B) koHnenTpuueckas runeprpodus JDK,
qunaranus npeacepaui, sepaucrocts MXKII, yrosenne cTBOpOK MUTPAIBHOTO U
TPUKYCIUIATBHOTO KJIAMIAHOB, HEOOJIBIIION TUIPOTIEPUKAP/I.
[Tpu mooOcnenoBaHMM BBISIBJICHA MAaKpOTJIOCCHS C OTIEYaTKamMu 3yOOB MO Kpasm
sI3bIKA, TEMaToOMEeraaus, CIUIEHOMEraaus, aMIJIOUIHOE MOPaKEHHE HEPBHOU CUCTEMBI,

KOKH, OPTaHOB eIy TI0UYHO-KUIIIeYHOTO TpakTa (PucyHok 24)

6

Pucynok 24. Makporioccusi, OTre4aTky 3y0oB 10 KpasiM si3bIKka (a) u
peBMaTon0noI00HasT KUCTh: yibHApHAS JeBUAIINS, aTPO(UST MEKKOCTHBIX MBIIIII]
MACThS, AedopMalluu 1Mo TUIy «myroBuuHou netim» (IV, V nansies kucreii) (0) y

nanuenta ¢ ATTR-amunonnozom
[Tpu MOJIEKYJISIPHO-TEHETUYECKOM aHAJIN3e BCEH KOJIUPYIOIIEH

MOCJIE0OBATEILHOCTH M 00JacTedl SK30HHO-UHTPOHHBIX cOoeluHeHud reHa TTR,
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OTBETCTBEHHOTO 3a pa3Butue HacieactBeHHoro ATTR-amunonnos3a, B 3k30He 2 reHa
TTR BoeisBneHn maroreHHwnid Bapwant c.148G>A (p.Val50Met, p.V50M; ycrapesmiee
Ha3Banne Mmytanuu — Val30Met) B reTepo3UroTHOM COCTOSHHH, B CBSI3H C 4YeM
JTMAarHOCTUPOBAH MYTAHTHBIN (HaciencTBeHHblid) AT TR-amMunonmos.

[laniueHTy pexoMeH0BaHa JJIMTEIbHAs MaTOreHeTHYecKas Tepanus TadhaMuIucom
(mpopomxuTeNnbHOCTh JiedeHus: 6 mec). KoHcynbramus aputMoniora sl pelieHHs
Borpoca 00 UK/I.

B Bospacte 68 ner mnpu NOBTOPHOM HCCIEAOBaHMM Ha (GOHE YXYIIICHUS
COCTOSIHUS OBUT BBISIBIICH aCIIUT, IBYCTOPOHHHUM THIPOTOPAKC.

[TanmenT ymep B Bo3pacte 69 ner.

I[To xmaccudpukaruu MORAL-STAGE, ™Mbl MoxeM omnucarh OOJBHOTO
CJIEAYIOIINM 00pa3oM:

Mopdo-dyukuronansueiii pernorun (M) kak I'KMII, na KT HU3KMi BOIbTaX:
Muir)

Y 60IBHOTO MPUCYTCTBYET MOPAXCHUE CEPIla, HEPBHOW CHUCTEMBI, YKEITYT0YHO-
KHILIEYHOT'O TPAKTa, IEYEHHU, CEJIE3EHKH, MOUEK: Opin+G+Li+Sp+K

ITo mkane HCM risk SCD 5-nernuii puck BCC nanuenrta paseH 3,78%, 1o 1mkaie
MAGGIC 3-netnuit puck cmeptaocty ipu XCH paBen 42,7%: Rscp 3.78, HF 42.7

Bospact nebGrora Gonmesnu Obul 61 rom, Bo3pacT crapTa NAaTOTEHETUYECKOU
Tepanuu - 67 neT: Agi-67

Hnsa ATTR-ammiono3a, oTiIOKEHHE aMUJIOWJa B TKaHM MHUOKapaa U JIPYTrUx
OpraHOB MPOUXOIUT BHEKIIETOUHO: Lo

VY 6onsnoro XCH A, 1l ®K, NT-proBNP 2300 nr/mi, 4To COOTBETCTBYET
tperbeit ctaauu U3C: Sz jian

[TanpeHT moJydaeT JUIMTENbHYIO0 aTOr€HEeTUYEecKyto Tepanuto (tagamuauc 20 mr
1 pa3 B geHb): Tp-tafamidis

[To pesynsratam XM OKI', Hy)XXT Ob11a 3apuructpupoBana: Ayt

I'enernueckuit tun ATTR-amunonno3 ABisieTcss ayTOCOMHO-TOMHHAHTHBIM
3aboneBanueM: Gap

[Ipy MONEKYIAPHO-TEHETUYECKOM AHAIN3€ B DK30HE 2 T€HAa TPaHCTUPETHHA
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BBISIBIICH 1aToreHHbIi BapuanTt c.148G>A (p.Val50Met): Ec-AtTr [p.valsomet]

B menmom, manuerTa KraccupUIMPOBAIA TAKHM 00pa3omM

Mupry Onsn+aLivsp+kRscp 378, HF 427A610Lo —  Sznia-mTr-tafamidisAvTGabEc-ATTR
[p.Val50Met]
Cayuaii 2.

[Tarmuentky H. 63 rona, poct 158 cm, Bec 80 kr. [Ipu mocTyrjieHMu B CTallMOHAp
Al 120/70 mm pt.ct., HCC 70 ymapos/mus. C 58 netr Hadaim OECTIOKOUTH MapecTe3un
W Hapacrawmas ciabocTh B JUCTAIbHBIX OTAENaX HIWKHUX KOHEYHOCTEH,
3aTpyaHsaomas xoar0y. KypeHue, 310ynoTpeOsieHHE aiaKorojieM, aulepruyecKue
peakiuu B aHamHese otpuniaet. UM, uncynet, CII, Al', 3a00neBanus JErKux OTPUIIAET.
N3 nepeHeceHHbIXx  3a00JeBaHUN  OTMEYEHBI  TOJBKO  JIETCKHE  WH(MEKIUU.
[lepBOoHAUaNbHO CHUMIITOMBI PACCMATPUBAINCH KaK MPOSBICHUE JETCHEPATUBHOIO
CTEHO3a TMOSACHUYHOTO OTJEJIa IO3BOHOYHHMKA, BBIINOJHEHA JEKOMIIPECCUOHHAS
JAMHUHAKTOMUSA B Bo3pacte 62 JerT.

B cB3u ¢ coXpaHEHHMEM CHUMMOTOMATHUKH TIOCJI€ OIEPATUBHOTO JICUCHUS
HaIlpaBJICHA B HEBPOJIOTUYECKUH LIEHTP. B HEBpOJIOTrnuecKoM cTaTryce NpUCyTCTBOBAIN
MPU3HAKU HUKHETo, Mepudeprudeckoro, MperuMyIecTBEHHO IUCTAIbHOTO Mapamnapesa
(HapylIeHHe TMOXOJKH IO THUIY «CTEeNHax», aTpouueckue H3MEHEHHUS, CHUKCHUE
TOHYCa M CUJIBI MBI 0 4 0aioB B MPOKCUMAJIBHOW U 70 3 OajioB B JAMCTAILHOMN
MYCKYyJIaType  HI)KHUX  KOHEYHOCTEH),  UYyBCTBUTEIbHbIE  HApYIICHHS MO
MOJIMHEBPAJILHOMY THITY (CUMMETpPUYHAsI TMOBEPXHOCTHAsI M TIyOOKas TUIECTe3Wsl B
JTUCTAIIbHBIX OTJEJIaX HIWKHUX KOHEYHOCTEHM, YrHEeTeHHEe TIyOoKux pedekcos,
BBIPAKEHHBIA aTaKTUYECKUI CUHIPOM C CEHCUTHUBHBIM KOMIOHEHTOM). Ha ocHoBaHuu
KIIMHAYECKUX JaHHBIX U PE3yJbTAaTOB AJIEKTPOHEUPOMUOTPAPUIECKOTO 00CIeIOBAHUS,
B Bo3pacte 60 JeT yCTaHOBJEH JWAarHo3 AaKCOHAJbHOM CEHCOMOTOPHOM
MOJIMHEBPOIIATHUH.

[Ipy reHeTMYECKOM TECTUPOBAHUU Yy MAIMEHTKHU, a TaKKe €€ CTapuied CEeCTpBbl,
ChIHA U JIOUYEPU B UCCIIEYEMOM I10 METOTy cekBeHupoBanHus 1o Canrepy oopasue [JHK

OBLI BBISIBJIEH BapHuaHT HYKHGOTHHHOﬁ IMOCJICAOBATCIIBHOCTU B YCTBCPTOM 3K30HC I'CHA

TTR (Chrl8: 29178562, rs148538950, NM 000371.3:c.G368A:p. Argl23His) B
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reTepPO3UroTHOM cocTosiHuu (PrucyHok 25).

64yo, AH, SD ‘ l . 70 yo, SD

% =

s2vo @) sayo ) ssyvo@ ssvo @ ssyolli
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Pucynok 25. PonocnoBuas nanueHTku. Kpyxkom 0003Ha4eHBI )KEHILIUHBI,
KBaJIpaTOM — MY>KYHHBI. KpacHBIM IIBETOM MOKa3aHbl YICHBI CEMbH C BBISIBJICHHON
MyTaImen, roryosiM — HeoOcse10BaHHbIe (00ce10BaHKe 3arutanupoBano). LHudpamu
yka3zaH Bo3pacT. Al' — aptepuanbHas runeptonusi, BC — BHe3amHas cMepTh
Pe3ynbTaThl THCTOIOTMYECKOTO UCCIEAOBaHUA: B ONONTATax MOJKOKHON KUPOBOU
KJIETYATKH KUBOTA, BBISIBICHBI MUKPOCTIO3UTHI ammiiona, grade CR 1+.
Ha OKI' putm cunycossiii, UCC 68 ymapoB/MHH, HOpMaJbHOE HAaIpaBJICHHE

JJEKTPUYECKOM OCHM  cepAlla W HOPMalbHBIM BOJBTAX KOMIUIEKCOB  QRS,

naronorndeckwuii 3yoen q B I1I otBenenuu (Pucynox 26).

Pucynox 26. OKI" manneHTKH

I[Ipu XM OKI' OCHOBHOM pUTM CHHYCOBBIM; 3apErHCTPUPOBAHA HEYCTOMYMBAA

HXXT w3 Tpex KOMIUIEKCOB W 3mm301bl jAenpecun cermenra ST go -0,12 mB

IIPOJOJIKATEIBLHOCTBIO 78 CeK.

ITo pesynbratam cyrounoro monutopupoBanusi A/l: cpennee CAl 115 u 112 mm
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pT.cT., cpennee JJAJl 75 u 73 MM PT.CT. B JHEBHbIE U HOYHBIE YaChl, COOTBETCTBEHHO,
creneHb HouHOTO cHIKeHUsT CAJl — 2%, Al — 3% (Honmummep).

OOmumii aHanM3 KpOBHU: KOHIEHTpalusi remorjoOuHa 127 1/1, KOJIWYeCTBO
sputpouutoB 4,45 x 10'%/n, tpombommros 303 x 10%/m, neiikoumtos 6,7 x 102/,
CKOPOCTb OCEJaHusl dPUTPOUUTOB 12 MM/yac. buoxumMuyeckuil aHaiu3 KpOBU: OOIIMIA
oenok 67 1/11, anpOymuH 42 r/1, KpeaTUHUH 58 MKMOJb/1, C-peakTuBHBIN Oenok 0,9
mr/n, D-gumep 152 ar/ma, NT-proBNP 1270 or/mo.

OO0mmii aHanu3 MouM: O€JOK, TIJIIOKO3a HE BBISBIEHBL. YJBTPa3BYKOBOE
uccienoBanue modek: Aud@y3Hble HM3MEHEHUSI MapeHXHMbl O00€MX TOYEK, KHCTa
MIOYCYHOTO CHHYCA JIEBOH TTOYKH.

[Tpu DXOKI" BeIsIBICEHO KOHIIEHTpHYecKoe yrommenue ctenku JOK ¢ Tvxkm 13,8
MM, T3c 13,8 MM, coxpanenHoit ®B JIK (55%), munaraumeit JIIT (46 mm, 62 mn),
JIETOYHOM TUINEPTEH3UEN (CUCTOIMYECKOE JaBJICHHE JIETOYHON apTepun = 38 MM PT.CT.)
u jauacronudeckor guchynkuuert tuna 1 (motok E/A= 0,76), wmutpanbHOI
peryprutanupe 2-oMl CTENEHW, TPUKYCIUIAJIbHOW pETypruTauuend 2-oll CTENeHH,
JIeTOYHOM peryprutarueit 1-o crenenu, ooctpykuuun BOJIK He BbIsiBIeHO (MTMKOBOU
rpaguenTa aasiaeHus BOJDK 13 mwm pT.cT.).

Y DauMeHTKU ¢ TPAHCTUPETHUHOBOM CEMEWHOM aMWJIOWIHOM IOJMHEUpOonaTUen
Oblla  IUAarHOCTUpOBAaHA  CUMITOMATHYECKass  KOHIICHTpUYECKas  cepicdHas
ncepnoruneptpoguss. Eid ObUI0O  peKOMEHAOBAaHO  HayaThb  CHEHUPUYECKYIO
aHTUAMWIOUJHYIO  Tepamuio  —  Tadamuauc (K HACTOSIIEMY  BPMEHHS
MPOJIOIKUTEILHOCTD JieueHus 1 rox).

[To xnaccudukaruu MORAL-STAGE MbI MokeM onucaTh OOJIBHYIO CIIETYIOIIUM
obpazom:

Mopdo-dyukuronansubiii penotun (M) kak paHHsS CTaus MOPAXKEHUS CEpLa
1o dopmupoBanus ¢enotuna (teaaenuus kK 'KMII), na KT maronoruveckuit 3yderr q
B IIT orBenenuu : Mg q)

Y 60JbHOM NPHUCYTCTBYET MOPAXKEHUE CEP/IIa U HEPBHOU CHCTEMBI: Opin

Mo mkane HCM risk SCD 5-nmeTHuii pucK CMEPTHOCTH MalMeHTKH paBeH 2,79%,

no mkajge MAGGIC 3-netnuit puck cmeptHocTH paBeH 10,2%: Rscp 2.79, HE 102
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Bospact nebiora Oome3Hu Obul 58 €T, BO3pacT cTapTa MAaTOT€HETUYECKOU
Tepanuu — 62 net: Asg.62

Hns ATTR-ammiono3a, OTJIOKEHHWE aMUJIOWAA B TKaHW MHOKapaa U JAPYTHX
OpraHOB MPOUXOIUT BHEKJIETOYHO: Lo

VY GonbHOM HeT xano0. IIpucyrcTByeT 6eccuMIITOMHOE TopakeHue cepjia, OB
JIK 55%, XCH I, | ®K, NT-proBNP 1270 nr/mu, 4T0 COOTBETCTBYET TPEThEH CcTaIuu
N3C: Sg-|-|

[TanueHTKe HA3HAYWIIM JITTUTENbHYIO MMATOTEHETHYECKYIO Tepanuio - Tadhamuauc 20
Mr 1 pa3 B AeHb: Tp-tafamidis

I[To pesynpratam XM OKI', 6buta 3apeructpuponana HeycroitunBas HXT: Asyt

[laniueHTka SBISETCS WIEHOM ceMbU ¢ HacieacTBeHHbIM AT TR-amunonmozom:
ayTOCOMHO-JIOMUHAHTHBIN TUIT HacieaoBanus Gap

[Ipn MONEKyJISIPHO-TEHETUUYECKOM aHajn3e B YETBEpPTOM »dKk30HE reHa [ITR
BBISIBJICH NIaTOTeHHBIN BapuaHT ¢.368G>A (p. Argl23His): Ec-aTTr [p. Argi23His]

B memom, manueHTKy Ki1acCUGUITIPOBAIHA TAKUM 00pa3oM

Meo] On+N Rscp 2.79, HF 10.2A88-110 — S3-1-1 Tp-tatamidis AsvTGADEG-ATTR [p. Arg123His]
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I''TABA IV. OBCYXAEHUE PE3YJIbTATOB

N3yuenne M3C cTaHOBUTCS Bce 00J€€ AKTYyalbHBIM IO HECKOJBKHM MPUYUHAM.
Xots panee M3C cuuTanuch pelKUMH, JT0Ka3aHO, YTO HCIOJIb30BAHHUE COBPEMEHHBIX
METOJI0OB JMArHOCTHKU CBSI3aHO C pocToMm pacnpoctpaneHHoctu U3C. B mocnennue
roJibl JaHHYIO TPYMITy MaToJIoruil Bce yaiie npusHatoT npuunHoid XCH u cmepTHOCTH
[21, 22, 49, 152]. Kpome Toro, coBpeMEHHBIC HCCACIOBAaHUSA HOBBIX MpenaparoB [22,
76, 106, 134] BbIIBWIM TepamneBTHYCCKHE MHIICHH, CIIOCOOHBIE MOIU(DUIINPOBATH
ecTecTBeHHOe TeueHue OoisesHeil. [lpu orcyrctBum seuenus u npu Hanmmuuu XCH
IPOTHO3 CYHUTAETCS] HEOJAronpusATHBIM, HO COBPEMEHHBIE METOAbl TEpPamuud MOTYT
HepeBECTH 0OJIE3HB B JUTUTEIHHYIO PEMHCCHIO U 3HAYUTEIBHO MPOJUTHTH KHU3Hb [76, 86,
106].

4.1. Pacupocrpanennocts U3C

Onupaemuonorus M3C B 3aBUCHMOCTH OT HO30JIOTMHM 3HAYUTEIBHO BapbUPYETCH.
[Io maHHBIM HaIEro MCCIEAOBAHMS AMUJIOMJIO3 SIBJISIETCS CaMOM 4YacTOM 3THOJIOTHEN
N3C B nactosee Bpems. 3a nepuof ¢ 2008 mo 2019 roa cucteMHbI aMHIIONA03 OBbLT
nuarHoctupoBaH ¢ 4dactoto 12,6/100000 rocnutamu3upoBaHHBIX, OCOOCHHO BBICOK
9TOT mokasareiib ObuT B 2019 roay — 53/100 Teicstu rocnuranusupoBanHbix (530/1 miH
B ron) [15].

Jlst cpaBHEHHST 4acToTa JUArHOCTUKH Oone3nn Padbpu B MockBe 1 MOCKOBCKOM
o0JlacTM 710 HACTOSIIEr0 BpeMeHH coctaBwia 2/1 wmiaH HaceneHus. [lpyrue
UHOUIBTpaTUBHBIE 3a00JIeBaHKsI OOHAPYKEHBI B €IUHUYHBIX ciydasx. [losromy mpu
nono3penue Ha U3C B nepByto ouepep HE0OOX0AUM CKPUHHUHT Ha aMUJIOUI03.

Beimenenne rpynm  ManMeHTOB ¢ BBICOKMM puckoM Hamumuus HW3C wu
CBOEBPEMEHHOE NPOBEJICHNE UM CKPUHUHIA MOTYT MOBBIIATh YaCTOTY AUATHOCTUKH
N3C. Ilo pe3yaprataM T€HETHYECKOTO MCCIEIOBaHUS MalMeHTaM C HAJIUYUEM
kinHndeckux MapkepoB M3C (yronmenuem crenku JDK>12 mMm u Hanmume >1 kimoua
nuarHoctuku) AT TR-amunon03 HacaeICTBEHHOTO TUIA OB BBISIBICH Yy Kaxxaoro 11-
ro MalyeHTa.

[Topaxenue cep/ia sSBIASETCS OAHUM U3 JOMUHHUPYIOIIUX MPOSABIECHUN Y OOJbHBIX

CHUCTEMHBIM aMWJIOW030M, OoJie3Hbt0 Daldpu, NMpU HOCUTEIBCTBE MYTAHTHOTO TEHA,
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OTHOCUTEJIBHO PEXE Yy MAlMEHTOB C CapKOMA030M. B HameMm wuccienoBaHWHd Ha
aytorcuu y 100% O0NbHBIX ¢ CUCTEMHBIM aMHJIOWI030M ObLTH BBISIBIICHBI aMHUJIOWTHBIE
nemo3utel B cepaie [15]. Cpemu 7 OOJBHBIX C MYKOIOJIMCaXapHI03aMH, YacTOTa
nopaxxeHusi cepaua cocrasmwia 100%. Ilopaxkenue cepaiia BcTpedaeTcs y HOCHUTENEH
BCEX TUIOB (MIpU HAJMYUHN), KpoMe Mykonojucaxapuao3a |l tuna, ero wacrora cpeau
26 HocuTenell MyTaHTHOTO Te€Ha Mykomojucaxapumgo3a Obuia 96,2%. Cpeau 35
MAIMeHTOB ¢ (EepPMEHTATUBHBIM W TEHETUYECKHM TNOTBEpkIaeHueM Oonesnn dabdpu
nopaxkeHue cepjia 010 BeisiBIeHO Y 25 (71,4%) maneHToB.

Capkono3 cepana ObUT BEIIBICH y 2 U3 29 mamueHToB ¢ MOPQOIOTHUYESCKUM
MOTBEPXKIECHUEM CapKOW03a JITKUX W BHYTPUTPYAHBIX JUMQaThueckux y3i0B. Ero
yacToTa JUArHOCTUKHM cocTraBwia 6,9%, kotopas Oblia HIKE, 4YeM MPH JPYTUX
MHQUIBTPATUBHBIX 3a00JICBAHUSX, HO COIMOCTaBUMa C JAHHBIMH MEXIYHAPOIHBIX
pedepencHbIx 1eHTpoB (Tabmuia 2).

B pamkax Hamiero uccienoBanus 203MHO(DUIBHBIN TPaHyJIeMaTO3 C MOJIUAaHTUUTOM
(AHIIA-acconuupoBaHHBIN BaCKyJIUT) ObLI BBISIBJIICH B OJTHOM cliydae. Y JaHHOTO
naiyeHTa ObLI0 MOPaKeHHE cep/ila ¢ pa3BuTueM (enortuna auiaranuonnoit KMII,
XCHH®B n nopaxeHueM OpraHoB KEITyJOYHO-KUIIEYHOTO TPAKTA.

Pe3ynbTaThl HACTOSIIIIETO UCCIIEIOBAHMS TTOKA3aIM, 4TO YacToTa quarHoctuku U3C
MOXET HE B MOJHON Mepe OTpa)xaTh UX paclpocTpaHEeHHOCTh. Bricokas yactota U3C y
OOJBHBIX C aMUJIOHJI030M, Ooisie3Hbl0 Dadpu M y HOCHTENHCTBA MYTAHTHOTO T€Ha
MYKOIIOJIMCAaxapyua03a CBHUJIETENbCTBYET O HEOOXOIMMOCTH YacTOro OOCIeTOBaHUs
CEpJIEYHO-COCYIUCTOM CUCTEMbI B 3THUX TpyNnax IMAlMEHTOB JUIsi CBOEBPEMEHHOTO
BBISIBJICHUSI U KOPPEKIMU Tepanuu. B To ke Bpemsi HEOOXOIUMO TaK»e MPOBOJUTH
ckpunuar M3C, B mepByr odepenp aMmIION703a, MYKOMOJWCaxapuao3a, O0Je3HU
@®abpy y NanUeHTOB C MOPAKEHUEM CEpPAECHYHO-COCYIUCTON CUCTEMBI, OCOOCHHO IMpHU
HAJIMYUH XapaKTEPHBIX KIIMHUYECKUX TTPU3HAKOB.

4.2. Iuarnoctuxa U3C

Huarnoctuka M3C ocraetcs kimtoueBoil npoodsemoit. U3C MoxkeT cuMyaupoBaTh
MHOTHE Jpyrue, Tropa3io Oojee YacTo BCTpedaroluecss 3a0oJjieBaHUS —Ccep/ua.

Hacropoxkennocte Bpauerr B ortHomeHnn W3C HegocTtaTouHa W3-3a CTEPTOU
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KIIMHAYECKOW KApTUHBI W CYIIECTBOBAHUS aJIbTCPHATUBHBIX OOBSICHEHHA MHOTHUX
cuMnToMOB. IIOCKOJIBKY TIPOTHO3 MW TEPANEBTUYECKUE BO3MOXKHOCTH  CHJIBHO
paznuyatorcsa i U3C u npyrux Hozonoruit, nuddepennuanyss M3C u uHBIX npUYUH
yronmenus: ctenku JOK Bcerma mpeacrapisiia cepbe3Hyro mpoOiemMy B KIMHHYECKON
MIpPaKTUKeE.

XOTsl MHBa3WBHAs OlLIEHKA JHJIOMUOKApAHAIbHONW OWOIICHHU SIBISIETCS BaKHBIM
UCCIIEIOBAaHUEM JUISI TTOATBEPKICHUSI MHPMIBTPATUBHBIX MPOILIECCOB B CEPALIE, UHOTIA
BBINIOJIHUTD 3Ty MPOUEAYPY CJIOXKHO H3-32 PUCKA OCIOXHEHUH W HECTaOUIBLHOTO
coctostHust 60apHBIX 3C. Takum 00pa3om, coueTaHue KIMHUYECKUX Tpu3HaKoB, DK,
OXOKI" u buomapkepoB yacto noMmoraet B nuarnoctuke NU3C.

IKT ¢ ouaznocmuxe U3C

B Tekymiem uccneqoBaHUU HAOIIOJANUCH 3IEKTPOKapAUOrpapuuecKkue pazindust
mexay paznuuabiMu U3C, mexxny U3C u rpynmoit ['JIXK 6e3 N3C.

Apummuu u Hapyuienue nposoOUMOCMU

Hamm pe3ynbTarbl COrjgacyroTCs € MNPEAbIAYIIMMH HAOMIOJEHUSAMH BBICOKOU
JaCTOTOM apuTMHUI M HapylIeHu# npoBoaumMoctu y nanuentos ¢ U3C [37, 59]. Onna u3
dbopm DII umena mecro B 38% ciydaeB mpu CUCTEMHOM ammiionso3e, B 28% mnpu
6oneznn dabpu. DTO 3HAYUTENHHO MPEBBIIACT YacTOTy BhIsiBIeHUS DIl B oOmieit
nonyJisiiuu, kotopas cocrapisier 0,1% B Bo3pacte 1o 55 ner, 5,8% B Bo3pacte 70-79
aet u 9% B Bo3spacte >80 yet [104]. YacroTa BeisBiaenus @I B Hamieir koropre Oblia
COMOCTaBUMa C PE3yJbTaTaMH MPEABIAYIINX HCCIACAOBAHUM, MPU KOTOPHIX YacTOTa
BeisiBicHuss DI cocraBuima 20-69% .[71, 91]. HapyuieHus npoBOAMMOCTH OBLIH
BBISIBJIEHBI B 57,5% cilydaeB py CUCTEMHOM aMIJIOU03€, B 52% cimydaeB npu 00ne3HU
®abpu, B 78,1% 1npu HOCUTENHLCTBE MYTAHTHOTO T€HAa MYKOIOJIHCAaXapuao3a.
Hapymenus putma (®@II) u npoBoaumoctu (ocobenno AB Osokana u 0j10kaza HOXKEK
nyudka ['rca) sIBISIOTCS 4acCThIMM MPOSBICHUSIMU MOpaXeHus cepana npu pasusix U3C
(B T.4. mpu amunoumose, OosnesHu Dabpu u Mykomoducaxapujoszax). OnHu
NpeACTaBIAIOT coOol o0mue uHopmaTuBHble KinHuueckue mapkepsl U3C. Tlpu
BBISIBIICHUU KOTOPBIX He0OXxoauMm ckpuHuHT Ha U3C.

Kpome Toro, B Hamtem uccienoBannu KT Onwuia BeisiBieHa v 24,2% ciaydaeB IIpU
9
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amuionno3e U 'y 16% cinydaeB npu 6o1e3nn @adbpu. Bricokas gacTora )KU3HEOMACHON
dbopMbl apuTMUU cpeau marueHToB ¢ pasHpiMu M3C momuepkuBaeT HEOOXOIUMOCTh
UCKIIIOUeHUs uX Haimuuus npu BoisgBieHun KT HescHol stuonorun. Onnako KT y Bcex
ciiy4aeB ObUla 3apEerMCTPUpPOBAaHAa B MO3JHEW CTaguM OOJIE3HH, IMOATOMY OHA HE
apisgercss uHGopMaTuBHBIM mpu3HakoM WM3C myg ckpuHMHTa, HO MOXET ObITh
NPEAUKTOPOM BHE3AMHOU cMepTu BMecTe ¢ Kymieramu KOC, 4to ObLIM J0Ka3aHO B
NpeIBIIYINNX HeeaeaoBanusx [29, 73, 93, 119, 129, 176].

[Ipu Goneznn ®abpu B orauume oT Apyrux M3C u ['NDK agpyroit stuonoruu
OTMEYEHA BBICOKas 4YacToTa cuHycoBoW Opamukapaun (40%) U YKOpPOYEHHOIO
untepBaita PQ (24%). Takue mnpu3HAKU SBISIOTCA NPOSBICHUSIMH W3BpALLECHUS
IIEKTPUYECKOW AKTUBHOCTM MHOKapZa B CHHYCOBOM Y3JI€ M IPOBOJALIEH CUCTEME
cepata y 00ybHBIX ¢ 00sie3Hb0 Pabpu BeiaeACTBUE UHPUIBTPATUBHOTO TIpoliecca.

Ymonwenue cmenxu JOK u usmenenus na K1l npu U3C

Huarnoctuueckue kputepun OKI' mns runeprpodun JDK Oblmu omucanbl B
peKOMeHmanusAX 1o craHgapTu3ammu W uHTepnperanmun OKI [41]. W3mepenue
HanpspkeHus: QRS wamie Bcero ucmomnb3yeTcst s AUarHocTuku runeptpodun JDK;
HIMPOKO ucnonb3yrorcs Kpurepun Cokonosa-Jlaiiona. Kpome Toro, B KayecTse
BCIIOMOTaTEIbHBIX KpUTEpPUEB TaKXKe UCIIOIb3YIOTCS (a) YBEJIMYEHHE
npoopKuTebHOCTH Komruiekca QRS, (6) mpeobiiananue 61okaabl HOKKH myyka ['uca,
(B) ywmnHennsiii uatepsan QT wu (n) anomanust ST-T [41]. B nHamem uccnenoBaHuu
OKT -kputepuu ['JIK Obutn BeisiBnieHBI Y 40% MallMEHTOB C TIOpaXXEHUEM cepila Mpu
oone3nn Padbpu, ogHako B orauure oT ['JIK, 00ycnoBiieHHON ApyruMH MPUYHHAMM,
oosesHp ®abpu yacTo uMeeT YKopodeHHbIM wuHTepBan PQ (24%) u Moxer
compoBOXaTbesi cuaapomMoM Bombda-ITapkuncona-Yaiita (8%). beuto ormedeno, 4To
HU3KUM BOJIbTaX KoMIUIekcoB QRS He Oblm OOHapy»eH HHM y OJHOTO MalueHTa C
0one3npio @abpu, caea0BaTeNbHO IPU HATMYUU HU3KOTO BOJIbTaxa KoMIiekcoB QRS
MOXHO HCKIIOUHMTH auarHo3 Oone3nn @Dabpu. Takum o00pa3oMm, y NalUEHTOB C
ooneznpto ®abpu B oTiaMUMe OT aMHIIONA03a, MyKomnonucaxapuao3oB u ['JDK mo
IpYyro mnpuyuHe WHOUIBTPATUBHBIN MPOIECC B CEPAIC MPOBOAUT K YTOJIIECHUIO

creHku JDK ¢ coxpaHeHHMEM H OJHOBPEMEHHO W3BPAIICHUEM DIIEKTPUYECKOU
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AKTMBHOCTY MHOKap/a.

Hamportus, npu amunongo3e Ha OKI' oTMeyaroTcs HU3KHI BOJNBTaX KOMIUIEKCOB
QRS (56%) u Hemoctarounslii mpupocT 3yora R (44%), HecMOTpsST Ha BBIPAKEHHOE
yrommenne crenku JOK mpu DXOKI [69, 206]. B nactosimiem wccnenoBanuu Oolee
BBICOKAsl 4acTOTa HEJOCTaTOYHOTO Mpupocta 3yOma R Habmromanmace B rpymme
ammionno3a. Roberts W. u coaBT. cooOUIMiM, 4T0 HH Yy OAHOTO U3 MX MAIMEHTOB C
aMIJIONI030M HE OBUIO 3JIeKTpoKapAuorpaduueckux mpusHakoB runeptpodun JDK B
HOCJIEAHUE TPU MECALA UX KU3HU, HO Y HEKOTOPBIX 3Ta OCOOEHHOCTh MPOSBISAIACH 3a
roJl WM paseiie 10 cmeptu [167]. CnemoBaTensHo, amumTyaa komiuiekcoB QRS Ha
OKI' moxer oTpaxaTh MpOLECC aMUJIOMIHONM MH(PUIbTPALUA MHUOKApAa, a HaJudue
HU3KOT0 BOJIbTaxka KomIuiekcoB QRS B oTBeneHusx ot koHeuHocterd Ha OKI' moxker
OBITh CUTHAJIOM TO3/IHEH CTaANU aMUJION03a cepAalia.

[IpucyrcTBue HU3KOBOJBTaXHBIX KoMIulekcoB QRS na OKI' maBHO cuuTasiocs
CHeM(PUUHBIM TPU3HAKOM aMHIIOMI03a CEpJla, OJHAKO €ro 4acToTa BBIBICHUS B
3HAQUYUTENBHON CTENEHH 3aBUCUT OT MeToAa ero omnpeneneHus. [loatomy upes3BpdaiiHO
BAKHO YTOYHUTH METOJI, UCIIOJIb3YEMBIN Il ONPEAEIICHNS HAIUYUsd HU3KOBOJIBTAXKHBIX
komiiekcoB QRS. B TekymieM uccienoBaHMM HU3KOBOJBTaXHbIE KOMIUIEKCH QRS,
ompenensgemMbie Kak amiuuTyaa QRS <5 MM B OoTBeneHHUSX OT KOHEUHOCTEH, ObLIH
uneHtuduimpoBanbl 'y 54,5% manmeHTOB ¢ amuionao3oM. llpu  mcmonap3oBaHUU
JAHHOTO TOJX0Ja HAJU4YUEe HU3KOTO BOJIbTaXka 00J1a/laeT BBICOKOUW CIEeUU(PUUHOCTHIO,
HO HU3KOHM 4yBCTBUTEIBHOCTHIO.

[Ipn ananu3e pasznuuus BeluMCIeHUH BonbTaxka QRS, mubo myrem poOaBieHus
COOTBETCTBYIOIIUX BBICOT Q, R 1 S, Kak/1ast U3 KOTOPHIX MPUHUMAETCS KaK aOCOJTIOTHOE
3HaueHue B MB, win nmyTteM m3MepeHus o0Iiel aMIuIuTyAbl Becero komiuiekca QRS ot
€ro HaJupa J10 3€HUTA, BBISIBWIU, YTO JBAa METO/1a ObUIM MOJHOCTHIO B3AMMO3aMEHSIEMBbI.
B cnencrBue 3Toro gakra, Mbl BBIOpaliu U3MEpEeHUEe aMIUIUTyAbl koMmiuiekca QRS, kak
Oonee mpoctoii MeTon. B3sfToe HamMuM MOPOroBoe 3HAYEHHUE CYMMBI aMIUIUTY]
komiiekcoB QRS B oTBeneHusix oT koHeyHocTed <30 MM HMMEIO YyBCTBUTEIBHOCTH
63,6% u crneuuduanocts 66,7% npu HACHTUPHUKAIMKA TMAIMEHTOB C aMHJIOW030M

cepana u3 rpynmbl 6oiapHbIX ¢ yronmeHuem cteHku JIK. CormacHo ananmmzy ROC
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KpUBOMi, AuarHoctuyeckas 3pdextuBHocTh nHAeKkca CokonoBa-Jlaitona <1,85 mMB nmaet
YyBCTBUTENBHOCTh 609,7% wu cnenuduanocts 76,7%. Takum oOpazoMm, aMIUIUTyIa
komiiekcoB QRS B orBenmenmsax ot koneuHocred <30 MM w/unu mHACKC COKOJIOBA-
Jlaitona <1,85 MB mnpencraBisitor coboii BaxkHble OKI' mpu3Haku B JHArHOCTHKE
amMuiouj03a y mnanueHToB ¢ yroimenwem crtenku JIDK. Craemyer oTMeTutb, 4YTO
noporoBoe 3HaueHue wuHiekca CokosoBa-JlailoHa y AITHUX NAIMEHTOB BBIIIE, YEM
yYKa3aHHOE€ B JIUTEpAType Il ONpeeeHUs HU3KOro BoJbTaxa KomiuiekcoB QRS, T. e.
1,5 mB.

Hwuskuit BosbTaxk komiuiekcoB QRS MOKeT mNpucyTCTBOBaTh M NPHU JIPYTHX
COCTOSIHUAX, a TakkKe Yy MalueHToB 0e3 mopaxeHus cepaua. bosbmioit
NepUKapIUaJIbHBIN BBINOT, OKUPEHUE, IMPHU3EMa JETKUX U T.J. TAKKE MOTYT BbI3bIBAThH
NOJOOHBIE BJIEKTPOKAPAUOTPAPUUECKUE W3MEHEHUS, HE CBSI3aHHBIE C OTJIOXKCHUEM
amuwionga. OTHAKO € TOYKH 3PEHMUS KIMHULMCTA BAaXXHO OTMETUTH, YTO NPOCTast U
mpoko jpoctynHas OKIT B 12 oTBeneHMsIX, IMOKA3bIBAOLIAs HU3KYKO aMIUIMTYLy
KOMIUIEKCOB QRS B OTBeeHUAX OT KOHEYOCTeW W HU3KWK MHAEKC CokosoBa-JlailoHa
MOKET OBITh B@)XXHBIM KJIMHUYECKUM MapKepoM aMHJION103a, OCOOEHHO KOrja OH
CBSI3aH C HEOOBSICHUMBIM yBennueHueM maccbl JIK.

Ilamonoeuueckuii 3y6ey Q npu U3C

[TaTtonornueckuit 3ybenr Q Obu1 BbisiBIEH B 78,1% cilydyaeB HOCUTEIHCTBA
MYTaHTHOTO I'e€Ha MyKorojucaxapuao3a u B 12% cnyyaeB npu Oosiesnu ®abpu, npu
ATOM B aHamMHe3e y HuX He Obuto VM. Breicokoii wactoroii BbIsiBICHHS 3yoma Q B
rpynmne MyKONOJUcaxapuao30B B MOJIOJAOM Bo3pacte (<40 yeT) oTiavyaercd rpymnmna
takux nanueHToB ot apyrux M3C u I'JIK unoit stronorun. [latomornyeckuit 3yoen Q
TaK>Ke BBISBJICH Mpu amuiongose B 60,6% ciydaeB, HO B aHaMHe3e y HuX Obu1 UM nnu
[MUKC, n ux Bo3pact Obu1 ctapuie 50 ner. [laronormueckuit 3yden Q yka3blBaeT Ha
HaJu4yue 30HBI JJIEKTPUYECKH HEaKTUBHOW TKaHu B Muokapae. Ilpu M3C xpome
NOCTUH(APKTHOTO PyOI1a, MPUIUHBI (OPMUPOBAHUS MaToorudeckoro 3yoma Q za KT
SBJIAIOTCS. HAKOIUICHHE B CEpJlleé MHOPOJHBIX AJIEKTPO-HEAKTUBHBIX CYOCTaHUUH H,

BCJIC/ICTBHE 3TOTO, pa3BUTHS hubposa MHOKap/a.
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Bapuabenvnocmo cepdeunoco pumma

Jonrocpounblii MOHUTOPUHT BCP MoOXkeT ObITh MOJE3HBIM MHCTPYMEHTOM ISt
TOTO, YTOOBI OTIMYUTH AMHJIOU03 OT APYTUX ATHOJIOTHM yTonmieHus: cteHku JOK npu
TE€paneBTUYECKUX UCCIIEIOBAHUSIX WU JIS1 OLIEHKU MPOrPECCUPOBAHMS 3200JIEBAHMS.

BCP oTHOCUTCSI K MOBTOPSIOIIMMCS U3MEHEHUAM MHTEpBAIOB RR, xapakTtepHbIM
JUIsl cOAJIaHCUPOBAHHOTO MEXaHWU3Ma KOHTPOJISI CEpJIEYHOM NeSITeNIbHOCTH. AHau3
komnoHeHToB BCP Obinm mpenjioxkeH B KauecTBE HEHWHBA3MBHOIO METOAA OLEHKU
OalaHca CUMIATUYECKUX W MapacuMMaTHYeCKuX (a MMEHHO OJy>KJIalollero HepBa)
BIUSHUNA Ha cepaeuHyro aesarenbHocTb. SDNNi u SDANNI oTpaxaroT riiodajibHbIE
BiusgHUs Ha YCC 0e3 yka3zaHUsl KOHKPETHBIX CUMIIATUYECKUX WA BaryCHBIX BJIMSTHUU.
Ha pNN50 u rMSSD BAusitOT NperMyLIECTBEHHO Pa3JIMuus B COCEIHUX HMHTEpBaIax
RR, 1 moaToMy cunTaercs, 4To OHM Jy4lle BCETO NPEACTABISAIOT NapaCUMITATHYECKUN
komnoHeHT BCP.

Coo6manioch, uto anomanbHass BCP cBs3ana ¢ BereraruBHOW IHCHYHKIHCH
cepaia M yBeianueHueM pucka yxyamrenus tedenuss XCH u cepaeunoit cmeptu [181].
Onenka mapamerpoB BCP HeceT BaXHYH0 NPOTHOCTHYECKYIO HHGOPMAIMIO Y
naruenToB ¢ XCH [181]. Tlpu amuiougo3e anamu3 mapamerpoB BCP Taxxke ObLI
MOJIE3EH JJisi TMPOTHO3WPOBAHUS HEOJaronmpuaTHbIX ucxonoB, a SDNN <50 wmc
JIOCTOBEPHO aCCOLMUPOBANICS CO CMEPTHOCTHIO mpu AL-amunounmose cepama [165]. B
HACTOSILEM HMCCJIEAOBAaHWU B OTJIMYHME OT Tpymm MmykomnosimcaxapuaozoB u ['JIK 6e3
N3C, y mamueHTOB ¢ aMUIJIOWI030M OBbUIO OOHApPY)KEHO 3HAYUTENIbHOE CHUKEHUE
napameTtpoB BCP. Ilo pesynbrare ROC-ananu3za nokazarenn SDANNi <105 mc (AUC:
0,943), II1 <1,185 (AUC: 0,944), TINN <511,7 mc (AUC: 0,844) o6nanar0T BbICOKOI
YYBCTBUTEIBHOCTHIO M CHENUPUIHOCTHIO sl  auddepennanbHOll  TUarHOCTUKU
aMUJION03a y auueHToB ¢ yroimeHneMm cteHku JDK. Hamm pe3ynprarsl yka3piBaroT
Ha 3HAYUTEIIbHYIO BET€TAaTHUBHYIO JUCHYHKIIMIO U BETETATUBHYIO JCHEPBAIUIO CEepIia
IIPY AaMUJIOUI03€.

[Ipu wuctunHOM runeprpopuu JIXK 3HaHMS O NPOrHOCTHYECKOW 3HAUYMMOCTH
napametpoB BCP ocraroTcsi OrpaHM4eHHbBIMH M TPOTUBOpeuUUBBIMU. [Ipenwpimyuiue

HCCICOA0OBAaHU COO6H_IaJ'II/I 00 YBCIIMYCHUN W CHMIKCHUHW AKTHUBHOCTH CHMIIATHYCCKOI'O
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HepBa mpu ['KMII ¢ wucnonb3oBanmem mnapamerpoB BCP [26, 80]. B tekymem

UCCIIEIOBaHUM CHUKeHUs mapameTpoB BCP He HabOmronanock (uiau, mo kpaiiHel mepe,
HaO0JII0AJIOCh B MEHBIIEH CTETEHH) B IPYyIIe MyKomnoaucaxapua030B u B rpymnme ['JDK
0e3 M3C. Bo3MmoxxHbIE MPUUYUHBI ITOTO pe3ysbTaTa CieAyrolue: (a) ManueHThl B
IpyIIIe MyKOIOJIMcaxapua03a B OCHOBHOM ObLIM Oosiee Mosoasie U (0) B rpymnme ['JIDK
6e3 U3C akTUBHOCTh CHMIIATMYECKOTO HEepBa OblIa MeHee HapyiieHa. Coo0Ianoch,
qT0 napameTpsl BCP UMEIOT OTpHIIaTeIbHY0 KOPPEISIUIO CO cTapeHueM [27].

BCP y 00nbHBIX aMHJIOM030M Ha OTHOCUTEIBLHO paHHEH cTaguu Obliia 3aMETHO
CHIDKEHA. Pe3ynbTaThl HACTOSIIETO WCCIEOBAHMUS CBHUJIETEIBCTBYIOT O TOM, 4YTO
3HAYUTeNbHAsl BereTaTHBHAas AUCPYHKIMS XapakTepHa sl ammiongosa. OleHka
napametpoB BCP wmoxer OwiThb mnone3na mns aud@depeHInanbHOl  THarHOCTUKU
ATHOJOTUM yTomeHusa cteHku JDK.

IXOKT ¢ ouaznocmuke U3C

Ymonwenue cmenxu JOK

Haunbonee BaXHBIM 3XOKapAUMOTrpaUUYECKUM MPU3HAKOM, HeCHelU(pUUYHBIM, HO
no3BossitomuM - 3anoao3puth M3C senserca yrommenue creHku JDK. CormacHo
pesynbTaTy ucciaenoBanus Mohammed S. u coaBt., yrommenue crenku JIK sBisercs
yacroi Haxozkou npu M3C [146]. B nanHOM uccnenoBanuu yromiieHue creHkn JIK
>12 MM ObUTO BBISIBICHO B 95% ciyuaeB B rpymnme ammionsosa, B 90,6% cioydaeB B
rpyrimne Mykomnonucaxapuaosa; 80% ciydaeB B rpynmne 0osne3Hun ®alOpu, BBIPAKEHHOE
yronmienue crenku JOK >1,5 cm - B 71,7% ciydaeB B rpymme amuiono3a, B 56,3%
CJIy4aeB B TpyIIie MyKOMoJiucaxapuao3a u B 56% citydaes B rpymnie 6osie3nu @adpu.

TmiarensHoe oOcienoBaHne OObIYHO HCKiIo4aeT AlT W BpOXKIECHHbIE WIH
KJIallaHHbIE TOPOKHU CepJIla Kak MPUYMHY YBEIWYEHUS MACChl KETYTOYKOB, OIHAKO
N3C moxkeT ocTaThCsl HE3aMEUYCHHBIM, €CJIM HE OYAyT BBIITOJTHCHBI COOTBETCTBYIOIITUE
JMArHOCTUYECKHE TEeCThl. B HacTosimeM uccaeqoBaHUHM BBISIBJICHO, YTO TOJIIIHUHA
cTeHkd U pazmep nosioctu JOK y G0NbHBIX ¢ aMHIIONI030M HE OTIWYAIHCH OT TAKOBBIX
y 6onpHbIX Tpynmbl ['JIDK 6e3 M3C. Onnako meamana tommnuHbl creHku JODK Obuia
6omnpiie y 6oapHBIX ¢ XCH 1o cpaBHenuto ¢ 6onbHbIMu 63 XCH; kpome Toro, cpenu

oonpHbix ¢ XCH Il-IV ®K no NYHA yronmenue crenku JIK Obuio Oonee
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3HAYUTENbHBIM, YeM y 00bHBIX ¢ -1l ®K mo NYHA (p<0,05). Tem 6omnee, Boldrini M.

U coaBT. [48] B HemaBHEH cTaThe BKIIOYIIN TOMIUHY cTeHKH JIXK B TMarHOCTHYECKYTO
HIKajgy amuwiongo3a y OolbHbIX C yTonuieHueM creHku JOK uw  moarBepaunu
JMAarHOCTUYECKYIO [IEHHOCTh TOJILIMHBI CTEHKH U Macchl Muokapnaa JOK y OonbHBIX ¢
aMUJIOU030M.

B HameMm wuccienoBaHud, B OTIMYME OT amuwiougo3za u 0Oonesnn Padpw,
acumMmeTpuuHoe yrommeHue crenkun JDK sBasercs crenupuyeckuM MpU3HAKOM
MOpaXEHUs Cep/ilia B TPYIIIIE MyKOIoaucaxapuao3oB. Buaumo, uro nakorenue Al B
MUOKapA€ MPOUXOJAUT HE PABHOMEPHO, OHO HMEET MO3auYHO-MHOT0OYaroBbIi
xapakrep, 6osiee yacto Bcrpeuaercs B MOKII, nanusuisipHbIX MBIIIAX U BEPXYLIEUHOU
obnactu JIK. Torga xak, MHQUIBTPATUBHBIN MPOIECC B MUOKAP/IE MPU aMIJIOUI03€ U
ooneznn ®Pabpu Obul Oojiee paBHOMEPHBIM, YTOJIIEHUE CTEHOK CEpJlia MPU TaKUX
3a00JIeBaHUSX UMEET CUMMETPUYUHBIN XapakTep.

Yrommenue crenku JOK mpu U3C ouens penko npuBoauT k odctpykimu BOJIK u
Pa3BUTHIO TNEPEIHE-CUCTOIIMYECKOTO ABMKEHMS nepeaHerd ctBopku MK. B Hamewm
UCCJICIOBAHUM TaKHU€ MPU3HAKU YacTO BCTpeumwinnch y OonbHbiXx ¢ ['KMII (58,5% u
50,7%, COOTBETCTBEHHO), €IWHUYHO y OONBHBIX ¢ Oose3Hpr0 Dadbpu (8% u 12%,
COOTBETCTBEHHO) M BOBCE HE ObUIM BBISIBICHbl y MALUMEHTOB C aMHJIOHI030M,
CapKOMJI030M U TP HOCHUTEJIBCTBE MYTAHTHOI'O I'e€Ha MyKomnoJjucaxapuao3a. OnrcaHbl
KJIMHAYECKHE CJy4yau, Korja y MalMeHTOB € aMUJIOHUI030M CepJilla pPa3BUBAIOCH
yronmenne creHku JOK ¢ obctpykmuerr BOJDK u mepennecucToandeckoe IBMKCHHE
nepeanerd  crBopkm MK [28]. Takum o6pazom, oOctpykmus BOJDK wu
NepeHECUCTOINYECKOe ABMKeHUe nepenneld cTBopkd MK y OOJbHBIX € yTOJIIEHUEM
crenku JDK ne xapakrepus! 1151 U3C, Ho TpeOyet uckimrodeHus: 6onesau adpu.

Tlopaosicenue npedcepouti u knananax npu U3C

Anomanpubie cyOcTaniu npu MU3C (B T.4. amMmions, TIUKOCHUHTOIUIIUIL U
['AT’) MOTyT UHPHUIBTPUPOBATH JTHOOBIC CEPACYHO-COCYAUCTHIC CTPYKTYPhI, B TOM YHUCIIC
MIIIT n xmananwsl cepauna. [Ipu mopakeHMH CTBOPOK KJlallaHa CEpla, OHU BBITJISAAT
TJIOTHBIM, YTOJIIEHHBIM, HHOTJIA ¢ 0OpOJAaBYATBIMU OTJIOKEHUSAMH U «KATBITHHO3Z0M)).

Yrommenne kiamanoB (yronmenue ctBopok MK >4 MM, yrommienne ctBopok AK >1,5
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MM) YacTO CTAHOBUTCS KIIMHUYCCKUM MapKepOM, BBI3bIBAIOIIMM Ioao3peHue Ha M3C.
Yrommennsii MK npu U3C 6511 BeisiBiieH y 84,8% ciydaeB B rpymie aMuion03a
87,5% ciy4yaeB B rpymnne MyKomoiucaxapuao3oB, 44% ciydyaeB B rpynne Oo0Jie3HU
®abpu. Yrtommenneii AK npu MU3C Obu1 BeisiBIEH y 72,7% ciydaeB B rpymnmne
amuiouno3a u 34,4% cnyyaeB B rpymnmne Mmykonoiucaxapunao3oB (Tabmuusr 8, 16).
Knananuele #3MEHEHHsI CIOCOOCTBYIOT (PYHKIIMOHAJIBHBIM JUACTOJIUYECKUM U
CUCTOIMUECKUM HapymeHusM [15, 177, 198]. B Hamem uccieoBaHUM TOJIBHYKHOCTD
KJIallaHOB OOBIYHO COXpaHsjach, HO ObLIM ciiydan co cteHo3oM AK (mpu amunounose,
MyKormnoaucaxapuaose) u crenozoM MK (ipu 6one3nu @adbpn).

VYronmmenue MIIII, cTBOpOK KiamaHOB SBIAIOTCS Oosee creuupuuecKuMu
napametpamu M3C, HO B TMpakTUKE HX 4YacTO HWTHOPUPYIOT H3-3a OTCYTCTBUS
CTaHIAPTU3UPOBAHHOW MEPBHl HU3MEpeHuil. B  HacTosimeM HCCIECJOBAHUU MBI
MPEJIOKUIIM KOHKPETHBINM MeTox m3MepeHus toiamuHbsl MIIII, ctBopok knamaHoB. B
pe3yabTate Mbl BbISBWIM, 4uro TonmuHa MIIIT 8,4 (7,7-9,4) MM s rpynibsl
amwionno3a npotuB 6 (5,6-6,5) MM mua rpymmer [JIDK 6e3 M3C (p<0,001), ¢
MOPOTOBBIM  3HAUYCHHMEM >7.3 MM o00namgaeT 4YyBCTBUTEIBHOCTHIO 81,8%, w
cnemduunocteio  100% (AUC 0,958; 95% AU 0,912-1,000; p<0,001) mms
mubddepeHnaIbHON  TUAaTHOCTUKK — aMuiionio3a; yronmenne MK oGmamaer
qyBCTBUTEIBHOCTBIO 84,8% u cnenuduunocteio 76,7% (AUC 0,856, 95% AU 0,757—
0,956; p<0,001) mst mudpddhepenmanTbHON TMaTHOCTUKN aMUJIOUI03.

YMmepennoe yrommenne MK (>5 MM) mokazano dYyBCTBUTENBHOCTH 795% W
cnenuduanocts 96,7% (AUC 0,871; 95% AN 0,775-0,966; p<0,001) nmns rpyrmisl
MYKOIOJucaxapua030B 1o cpaBHenuto ¢ rpynmnoit I'JIXK 6e3 U3C. TIponanc MK B Toit
xke Tpynne Obut BoisiBIIeH B 40,6%. Ilpomanc u yrommenne MK >5 M sBisiroTcst
TUTTAYHBIMU TIPU3HAKaAMU TOPaXCHHUS cepAla IMPU HOCUTEILCTBE MYTAHTHOTO TEHA
mykononicaxapunosa B oriraue ot ['JIK 6e3 U3C (Tabnuma 18).

ComocTaBUMO € pe3yibTataMu npeAbiayiux ucciaempoBanuii [103, 135, 154], B
TEKYIlIeM HCCIEJOBAaHUM B TpyIe amuiounaosza awnatanus JIII Oblia 3HAYUTEIHHO
Boimie, yem B rpynne ['JDK 6e3 M3C (B kadecTBe CpaBHUTEIBHOW Tpynmel). B

YaCTHOCTH, HHAEKcUpoBaHHbIA o00beM JIII moka3an BBICOKYIO YYBCTBUTEIBHOCTh
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84,8%, HO HU3KYyIO crnenupuaHocTh 53,3% (Tabmuma 17). [ToaTomy 3TOT mapamerp
MOXHO HCIIOJB30BaTh MJIs CKPUHWHTA, HO OH Oecmoiyie3eH i auddepeHmuanim
aMUJIOU103a OT UHBIX 3THONOoTUH yrommmenus cteHku JDK. Takum oO6pazom, pe3ynbTarhbl
Liu D. u coaBT., cormacHo KOTOpBIM 3Ha4YeHUE MHIIEKCupoBaHHOTO 00Bbema JIIT mokazan
BBICOKYIO CIEIM(UYHOCTD JJIsi MOATBEPKACHUSI aMuiIon103a o cpaBHeHuio ¢ ['KMII
WIN TUIIEPTOHUYECKOW OOJIe3HBIO cepjlla, He ObUIM TOITBEPXKIACHBI B HACTOSIICH
pabote [135].

AHOManbHO  yTOoJueHHble knamanel u  MIII, mo-BuaumMomy, MOTryT
ucnoJib3oBaTbes s pasnesieHus M3C u mHbIX 3THONOTHN yTonmieHus creHku JDK.
EcTh npennonoxkenue, 4To OTIOKEHNE UHOPOJAHBIX CYOCTaHIIMA B CTBOPKAax KJIAllaHOB
C UX YTOJIIEHUEM SIBIIACTCS KIIOYEBBIM MPU3HAKOM HAIUYUS MHOUIBTPALMKU B CEPALIC
(uvHOTZIAa W eIWHCTBEHHBIM) [187], BBIpaXKCHHOCTH YTOJIIECHUS CTBOPOK KJIAIaHOB
MOXXET cTaTb Mepoil uH(umiIbTpaTuBHOrO TMpoiecca. [lortomy uamepenue MIIIT u
TOJIIMHBI CTBOPOK KJIAMIAHOB CIEAYET MPOBOAUTH PYTUHHO JJISI PAHHEW JUArHOCTUKH
N3C.

3eprucmocms u noGvlULEHHASL 2X02eHHOCMb Muokapoa JDK

OTnoXeHus: THOPOAHBIX CyOCTaHLMM MpU PyHIAMEHTaIbHON (HErapMOHUYECKOH )
BU3YyalIM3allMi BBI3BIBAIOT XapaKTEePHBIM TUneppedIeKTUBHBIA HEOJHOPOJHBIA BUI,
ONPENEIAEMBbI KaK  «3C€pHUCTBIM»  YTOJIIEHHBIM MHOKapJ C  IIOBBILIEHHOM
HXOTEHHOCTHIO JKEIIYJOUYKOB. ITOT IXOKAPAUOTPAPUUECKUI MPU3HAK XOPOIIO U3BECTECH
KaK KJIFOYEBBI MapKep B IMArHOCTHKE aMHUJIOUI03a.

3epHUCTOCT, MHUOKapAa MOXET HaOmoaatbess AUPQPY3HO U PaBHOMEPHO WIIH,
MHOT/Ia, JIOKAJIM30BaThCSI B OMPEACIICHHBIX CETMEHTaX CTeHKHU kenynouka. HaumbOosee
PacCIpOCTPAHECHHBIMU OO0JIACTAMH C 3€PHUCTOCTBhIO MHOKapaa sBisitorcss MXKIT wmm
3aaHsas crenka JDK, Torma kak Bepxylika HE HWMEET KOCBEHHBIX ITPU3HAKOB
NPUCYTCTBHSL ~ aMWJIOWJ03a. OJTO  CHeluUYECKOe  pachpeliesieHHe  OTpa)kaeT
JIOKAJIM30BaHHOE OTJIOKCHUE aMUJIOWJIHBIX (UOPWIT W OMpPaBABIBAET CBOCOOpa3HOE
COXpaHEHHE COKPATUTEIbHON (YHKIIMU BEPXYIIKH KEJIyJ0YKa J0 TMOCIAeTHEH CTaauu
3aboseBanus [174].

IIpu3Haky IOBBILMIEHHOM 3XOIN€HHOCTH M 3€PHUCTOCTM MHUOKapAa WCKIIHOYAKOT
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I'KMII m c BBICOKOM BEPOATHOCTBIO MOATBEPKAAKT JAMATHO3 aMwiIongosa. B
HACTOSIIIEM HCCIIEIOBAaHNUU OBLIO OOHAPYKEHO, UTO BayKHBIM MPEIUKTOPOM aMUIION03a
SIBJISICTCS TTOBBIIICHHAS] XOT€HHOCTh U 3€PHUCTOCTh MUOKApJa — OJUH U3 MPU3HAKOB
3aMEIICHUS TKaHU MUOKapAa (PYyHKIIMOHUPYIOUIUM HEAKTUBHBIM JCTIO3UTOM aMUJIOU/A,
KOTOpasi UMEET BBICOKYIO crieniuuuHocTh (96,7%). OnHako HU3Kask YyBCTBUTEIbHOCTh
(55,7%) wu CyOBEKTHBHBIM XapakTep JTOr0 MPHU3HAKA OrPAaHUYMBAIOT €TI0
WCITOJIb30BAaHUE NIPH CKPUHHUHIE€ HA aMUJIOU]I03.

Cnegyer OTMETHTb, YTO TMOBBIIIEHHAs AXOI€HHOCTh U 3€PHUCTOCTH MHOKapJa
OblIa BBISIBJICHA Takke B rpymmax Oonesnun ®adpu (12%) m Mykomosucaxapua030B
(34,4%). Tem Oonee, oHa oOjamaeT BBICOKOW crenuduuHOCThIO (96,7%) B OT/IHYHE
rpynn mykononucaxapuao3a ot ['JIK 6e3 M3C (Tabnuna 18).

Ilepuxapouanvhwiti seinom npu U3C

[lepuxapauanbHblii BBINOT 4acTo oOHapyxkuBaercs npu MN3C, ocobenHo mnpu
amuioniose (48,5%), oH MOXKeT OBbITh BBISBJICH MPH MYKOIOJUCAXapUI03ax U 0OJIC3HH
®abpu, Ho HamHOTO pexe (15,6% u 12%, cooTBeTcTBEHHO). KOIMYECTBO KUIKOCTU
OOBIYHO HEBEJIMKO, NPUYMHA TOSIBICHUS HEU3BECTHA, HO, BEPOSTHO, CBs3aHA C
OTJIO)KEHHSIMU HHOPOJHBIX CYOCTaHIMI B SNHKApAMAIBHOM M MEepUKapAUaIbHOM
obosoukax. [lepukapananbHBIA BBINOT ABSULIETCS TUMTWYHBIM MPU3HAKOM aMHJIOM03a
cepaua. 1o pe3ynbpraTam JOTMCTUYECKON PETPECCUU, IEPUKAPANATIBHBINA BBIIIOT BMECTE
C BO3pAcTOM, YTOJIIEHUEM CTBOPOK KJIAIMIAHHOIO anmnapara, apTepruaibHOW TMIIOTOHUEH
SBJISICTCS HE3aBUCHUMBIM MPEAUKTOPOM aMuiionio3a (Prucynok 9).

TDI 6 ouacnocmuxe U3C

TDI uzmepsieT npooibHyI0 GYHKIHUIO MUOKApAA MOCPEACTBOM OLIEHKH CMEIICHUS
KOJIbLIa B CTOPOHY BEPXYILUKHU EIyJ0YKa B CUCTOJY U B CTOPOHY OT HEE B AUACTOIY
[144, 147]. TDI mo3BoJseT OTIMYUTH YTOJIICHHWE MHUOKapja MPH aMHUJIOUI03E OT
YTOJNIICHUSI TPU MYKOTOJUcCaxapuao3ax u UcTuHHOM rumneprpoduu npu ['KMII u
TMIIEPTOHUYECKOM  cepAile.  MuOKapAuadbHble  NPOPHIN  CHUCTOIUYECKOW U
JINACTOJINYECKON KPUBBIX CKOPOCTH, 3apeructpupoBannbie n3 MXKII wim narepanbsaoro
¢ubpoznoro kompua MK y mDamueHTOB ¢ aMHIONI030M, 3HAYUTEIHHO CHU)KEHBI,

IIOTOMY 4YTO aMHUJIOHMOIHAA I/IH(l)I/IJ'IBTpaI_II/ISI YMEHBIIACT IIPOAJOJbHOC JABUKCHHUC
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MUOIUTOB. HampoTus, mpu UCTUHHON TUNEPTPOPUN CUCTOIMYECKAS U TUACTOINIECKAs
KpHBBIE CKOPOCTM HE HapylleHbl. B Hamem uccnenoBannu napamerpsl TDI nokasamm
3HAUUTEILHOE YMEHBIIICHHUE Y MAI[MEHTOB C aMUJIOUI030M IO CPABHEHMIO C TpyHIaMu
['JIK 6e3 NU3C u mykonosimcaxapuao30B, Kak Jjis € jarepaiibHoro (6,2 npotuB 13,4 u
14,5 cm/c, p <0,001), e meauansuoro (5,6 mporus 11,5 u 13,1 cm/c, p <0,001), s
aarepanbHoro (5,8 mpotus 9,2 u 9,6 cm/c, p <0,001), s meauansHOro (6,2 Mpotus 8,7 u
9 cm/c, p <0,001), cOOTBETCTBEHHO, YTO €lIe pa3 MOATBEPXKIAcT 3Ty Teoputo. [Ipu
MOPOroBOM 3HaueHuHu e Jarepainbhbiii <10,55 cm/c (AUC 0,856; 95% JAN 0,751-0,960;
P<0,001) u e meauansubeiii <8,39 cm/c (AUC 0,834; 95% AU 0,717-0,952; P<0,001)
00J1aJ1al0T BEICOKOM YyBCTBUTENBHOCTHIO (84,8%, 78,8%) 1 BhICOKOM cIEU(PUIHOCTHIO
(76,7%, 86,7%), coorBercTBeHHO I auddepeHIMAlME aMUIOKA03a OT HHBIX
ATHOJOTUM yTonmeHusa cteHku JDK.

[IpoBenena oreHka 3HaYeHUS MpU3HAKa «5-5-5» (s°, €’ 1 a’ TKaHEeBbIE CKOPOCTH <5
cm/c) B quarHoctuke U3C. Ipusnak BeisiBieH y 7 (21,2%) O0JIbHBIX C aMUJIOUI030M U
HEe OOHapyxkeH y napyrux rpymnm. llpusHak o0gagaeT BBICOKOM CHELM(PUUHOCTHIO
(100%), Tipu BBISLIEHUH KOTOPOTO HEOOXOIMMO MPOBOJAWTH CKPUHMHI Ha aMHJIOUO03.
Opnako, y mpusHaka «5-5-5» HMMEIOTCS HEKOTOpble OrpaHUYeHHs. Bo-mepBbIx, €ro
BBISIBWIIM TOJBKO Yy Oo0NbHBIX Ha mno3aHux craausx ¢ XCH, ¢ BbelpaxkeHHOU
JTAACTOJINYCCKON AUCHYHKIIUEH, MTOITOMY HE SBISETCS KIOYOM paHHEH JHMArHOCTHKU
N3C. Bo-BTOpbIX, IPU3HAK HEJB3s UCIONBb30BaTh y 00JbHbIX ¢ PII, yTo HabMOAATOCH
y TPEThEro MalueHTa ¢ aMUJION1030M B uccienaoBanuu. [loaTomy mpusHak «5-5-5» He
ABJISIETCA KJIKOYOM paHHel auarHoctuku M3C.

PesynbraTel HE TMOKa3aJd  CTaTUCTUYECKOW Pa3HUIBI MEXAY TPYIION
mykonosmcaxapuno3oB u rpymnmnoi ['JDK 6e3 U3C nmo mapamerpam TDI. Kak u3BectHO,
napameTpbl TDI 3aBUCAT OT HEKOTOpPHIX (PAKTOPOB, OJAHMM W3 KOTOPBIX SIBISETCS
BO3pacT. B HacrosieM HWCCIeNOBaHMM JIMIIa B TPYIIE MYKOIOJUCaxapuao3a ObLIH
3HAYUTETBHO Mosioke (34 mpotus 52 roaa, p <0,001). B rpynme Mykomonrucaxapui030B
ObLIa BBIIIC YacTOTa acuMMeTpuuHoro yroienus: creHku JIK (75,9% nportus 41,4%,
p<0,01) u nocroBepHo Hmxe cpennssa TommuHa MXKII, 3aaneit crenku (11 npotus 15,2

MM 1 10,1 mpotuB 12 mm, coorBercTBeHHO, P<0,01) 6€3 pa3HUIIEI B MaKCUMAJIHLHOM



131

tonmuHe crenku JDK (14 mpotuB 17,4 mm, p>0,05). BbisgBiaeHo, 4To B rpyIe
MYKOIOJUCAXapUA030B ObUIN YTOJIIEHBI COCOUKOBBIE MBIIIIbI, ATUKAIbHBIE CETMEHTHI,
ookoBoii ctenku JDK u MIKII, a nnorna u meguansHeiii cerMmeHT MOKII, HO He OBLIO
yronmeHnue 6a3anpHoro cermenta crenku JOK. Mbl npeanonoxuinu, 94To y OOJBHBIX C
Mykononucaxapuno3zoM ['Al’ oTknaabiBaeTcss MHA4Ye, 4YeM aMUJIOW] Y OOJIbHBIX C
aMUJIOUI030M, TI0 KpaifHell Mepe B MOJIOJOM BO3pacTe €€ MHPUIbTpALUs HE CHIDKAET
MPOJIOJBLHOTO JIBUKEHUSI MUOILIUTOB.

Hapywenue ouacmonuuecxoti gpynxyuu npu U3C

NudunpTpanus aHOMaJIBHOW CYOCTAHIIMM B HMHTEPCTUIIMM MUOKapAa BBI3bIBACT
YBEJIMYEHUE KaK TOJIIHUHBI, TaK U >KECTKOCTU CTEHKU »keilyaouka. Kak cienctsue,
JTIMACTOJINYECKOE HATIOJIHEHUE KEITYJOUKOB B paHHEH (aze ObICTpOe U MPEPHIBUCTOE.

Tpaguunonno MU3C (B T.4. aMHUIIOMA03) CUUTAIUCh «peCTpUKTHUBHON KMII»,
OIHAKO  TEMOJMHAMUYECKOE  HANOJHEHUE  TOKa3bIBa€T  pa3Hble  MOJIEIU.
Huactonuueckass mguchynkuus npu M3C HaumHaeTcs C MpeACcepauil: CHUXKEHUE
NOAATIMBOCTU  MpEACepauid H3-3a aMWJIOWIHONW HMHQPUIBTpPALMA  yBEIMYUBACT
IMAaCTOJIMYECKOE JaBlieHue B mpenacepausix. CreaoBaTeabHO, HA HAMOJHEHHE
npeACcepArii U IKEIyJIOYKOB 3aTpauydMBacTCs MEHbIIEEe BpeMs JIUacTojbl. bbula
oOHapy>KeHa BBICOKAas PaclpOCTPaHEHHOCTh MUTpaIbHOW HemocTaTtouHocTH mpu M3C
[128]. dakTruecku, B HamieM HCCIeIOBaHUU y 96,4% MAIMEHTOB C aMUJIOWI030M,
100% HOCHTENBCTBA MYTAaHTHOTO T€HA MYyKomojucaxapujoza U 68% MmanueHToB C
Ooonesnpto @abpu Obula OOHApYyXKEHAa MUTPAIbHAS PETypruTaius. YBEITUUYCHHUE
NpeACepAHBIX O00BEMOB H3-32 MUTPATBLHOM pErypruTaluv  MOXKET 3HAYUTEIBHO
NMOBBICUTh paHHEE JMACTOJIMYECKOE IMpeAcepaHoe naBieHue. Kak creacTsue,
TPAHCMUTPAJIbHBIA KPOBOTOK YCKOPSIETCH.

bosee cepbe3Hble TUACTOIMYECKHE MATTEPHBI 00YCIOBIEHBI 00Jiee BBIPAKEHHBIM
npoiieccoM MHGUIBTPAIMH U OONBIINM MOBPEXKICHUEM KIIETOK MUOKapaa. Hekoropsie
aBTOPHI MPEIINOJIOXKHUIA, YTO aMUJIOHWA03 CEpJlla Ha pPaHHEH CTaguu C TOJIIHUHON
CTEHKHM MeHee 15 MM JeMOHCTpUPYeT aHOMaJbHBIM TATTEPH peJlaKcaluu,
XapaKTepU3yIOUIUNHCS CHIKEHUEM OTHOIICHUS CKOPOCTH PAHHEr0 HANOJHEHUs K

CKOPOCTH 3arojiHeHus npeacepauit (otHomenue E/A), a Takyke mpu gajaeko 3aiie/iiemM



132

aMIJION/I03€ CepJilla, KOrjJa TOJIIMHA CTEHKH, paBHas 15 Mm u Oosee, mokasana
BO3pacraroiee oTHomeHne E/A, 9ro coracyercs ¢ pecTpuKTuBHOM (usnonorueii [70].
OpHako, TeKylllee HCCIEOBaHHWE HE IMOKa3aj0 KOPPEISIUU MEXKIY IUACTOIHYECKUM
NAaTTEPHOM M TOJIIMHOM CTEHKH NpPH aMUIOWI03€: TOJIbKO y 26,8% nanueHToB ¢
aHOMAJIbHBIM MATTEPHOM pEeJIaKcallii TOJIIIMHA CTEHKH Obljla MeHee 15 MM, B TO Bpemst
KaKk y 26,3% mnanuMeHToB ¢ 0oJiee BBIPAKEHHBIM IMATTEPHOM TOJIIMHA CTEHKU ObLia
cornoctaBuMmoi. (CrenoBaTeNnbHO, Jaxe y MAaIlHeHTOB C JIETKUM WA yMEpPEHHBIM
yronmieHueM cteHku JDK MokeT oOHapy>KUTbCS TUACTONMYECKUM PECTPUKTUBHBIN
natTepH. [losTomy BimsHHME mporecca HHQUIBTPAIIMM HA CEepPAIe MOXKET OBITh
HEOJIMHAKOBBIM Yy Pa3HBIX MAIMEHTOB U, MO-BUIUMOMY, TOJIINHA CTCHKU HE SBISETCS
XOPOLIUM MPEAUKTOPOM MAaTTEPHA AUACTOINYECKON TUCHYHKIUY.

BrisiBneHO, B Tpymmax aMWIOHA03a M MYKOIOJIHCAaXapua030B AHACTOIUYECKAs
muchynkims Obuta 6oaee BoipakenHnou (I, III Tumer), yem B rpynme I'JIDK 6e3 U3C
(66,7 % u 21,9% npotuB 10% cootBerctBenno, P<0,001). CrieayeT OTMETHTBH, YTO
MAIMEHTHl B TPYIIE MYKOIOJHUCAXapUA030B OBUIH HAMHOTO MOJIOXKE, CIEI0OBATENbHO,
otioxxeHue ['Al’ 3HaUnTENbHO HapyIIAN0 AUACTOINYECKYIO (YHKIHUIO B 3TOU TpyMIIE.

Boipaxxennass nuactonuueckass guchynkums (II, I tumsl) obmamaer BhICOKOM
cnerupuyHocTeio 90% w  yMepeHHOW  YyBCTBUTEIBHOCTBIO  66,7%  mis
muddepeHnnanbHol AuarnocTuku amuionaosa cepana ot ['JIXK 6e3 U3C.

Otnowmienne E/e’ Takke mokazan cebs Kak XOpOUIMH MapKep, MO3BOJSIOIMN
OTIIMYUTh aMUJIOUI03 OT JAPYrux 3THojorui yronmieHus crenku JIK. C moporoBbim
3HaueHneM >6,78 otHomenune E/e’ moka3ano BBICOKYIO 4yBCTBUTENBHOCTH 90,9% wu
BBICOKYIO crnenuduunocts 73,3% (AUC 0,871; 95% JAU 0,781-0,961; P<0,001)
MIPOSIBJICHHS] aMUJION103a B OTJIMYUU OT JIPYTUX 3THONOTUH yTomnmenus cteHku JIK.

Ilapamempul npasvix omoenog cepoya

Panee Ob110 MOKa3aHO 3HAYECHHE PA3TMYHBIX IXOKApAUOTpahUIECKUX MapaMETPOB
IpaBBIX OTACIIOB CepAlla B AuarHocTuke amuiongosa [35, 153, 154]: 3HaunmeiMu B
ATOM OTHOIIIEHUH OBUTH KakK mapaMeTpbl cuctonudeckoin pynkmun [1K, Tak u pazmepsr
npaBoro mpexacepauss u IDK, mockonbKy 3TH mapameTpbl UTparOT BAXKHYIO pPOJb B

IMarHOCTHUKE 3a001€BaHMUs.
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Hexoropeie wuccnenoBaHus BbISBISUIM  CHUCTOJIMUECKOe  mopaxeHue [DK,
n3MepenHoe ¢ momormibio TAPSE wnm QpakmuonHON momaau, Mo CPaBHEHUIO C
KOHTpOJBHOM Tpymmoi ¢ runeprpoduert JDK, mamueHtamu C aMuiaougo3oMm 0e3
MOpaKEHUsI CEpIALlAa WIM 3I0POBOM KOHTPOJIBHOM TPYIIIOW, a TaKXKe OLEHUBAIN
IIPOrHOCTHYECKOE 3HaueHHE 3THUX mapameTpoB [45, 48, 196]. Tjahjadi C. u coasr.
onpenenuny, uro TAPSE u mokaszarenu nedopmanuu cBoboaHor crenku DK moryt
OBITH TIPOSIBIICHUSMYU PAHHUX HAPYIIEHUN CepACYHON (DYHKIIMH WX CTPATH(UITUPOBATH
PHUCK CMEpTH Yy MAIMeHTOB ¢ amuiionzio3oM [196]. B Hamiem ucciieioBaHUM pa3anuus
mexay rpynnamu amunonao3a u ['JDK 6e3 U3C mo TAPSE 19 (15,4; 21,8) npotus 22
(19; 24,3) mm (p<0,01), Tommuue crerku DK 5,95 (4,58; 8) nmpotus 4 (3,6; 5,18) MM
(p<0,01) u ungexce oobema npasoro npeacepaus 37,1 (26,9; 44,8) nporus 24,7 (21,2;
34,8) mu/mM? (p<0,05) OBUIM JOCTOBEPHBIMH. JTO, IO-BUAMMOMY, HOATBEPKIAET
TUIOTE3y O TOM, YTO BOBJICUCHHUE MPABBIX MOJOCTEN SBISETCS dXOKapAuorpadudecKom
HAaXOJIKOW B TOJIb3y JuartHo3a ammiougo3a. OJHAKO MapaMeTpbl MPaBbIX OTIIETIOB
cepaua (Bkioudas ysennueHnyto tonuuny DK, TAPSE, pasmep npaBoro npeacepaus u
[IK) obnamanyu HEBBICOKOW YYBCTBUTEIBHOCTBIO W CHEIMU(MUYHOCTHIO B OTIWYUHU
aMHJION03a OT APYTUX NMPUYMH yTonmeHus crenku JDK.

[TopaskeHue paBbIX OTIEJIOB CEP/IA B TPYIIE MYKOIOJIMCAXaPUI030B U OOJIE3HU
®abpu oOHapykuBasioch He yacto. Yrtommenue creHku [DK Owbuto BeisiBiaeHO y 20%
naueHToB ¢ Oonesnpto Dabpu u  15,6% HOcUTENbCTBA MYTAHTHOIO T€HA
MyKoToJiucaxapuiosa. Pazuuiia Moxer ObITh 0OBsICHEHA 0OJiee MOJIOABIM BO3PACTOM
OOJIBHBIX B ATHX I'PYyIIax [0 CPABHEHHIO C TPpyIoi amunonaosa (43 (32; 56) rona mpu
oosiesHu ®abpu u 34 (28; 39,5) roja npu Mykomnoymcaxapuose npotus 67,5 (51,5; 75,3)
JeT TpPU aMHIOHI03€), TMO3TOMY BBIPAKEHHOCTh HH(HIBTPATUBHOIO Ipolecca B
MEHBIIIEH CTENEH!, YeM MPU aMUJIon103e. BTopoe 00BsICHEHNE MOXKET 3aKII0UaThCs B
TOM, YTO pa3IMYHbIe THOPOJHBIE CYOCTAHIIMN UMEIOT Pa3HbIe TEHACHIIMN U CKOPOCTH K
WHOUIBTPAIIMU TPAaBBIX OTACIIOB cepAlla, W ModToMy yrommeHue crenku [DK mpu
0one3nn ®abpu U MyKOIOJIUCAXAPHUI03€ HE XapaAKTEPHO.

4.2.3. Unoexcor MLI, MBc

Vronmenne crenku JIDK ¢ Hu3KkUM BoibTakoM KoMmiiekcoB QRS  wumm
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yBenudeHHas wmacca JIK, HempomopmuoHanmbHas — 3JIEKTPOKaparorpapuaecKomy
BOJIbTAXY KoOMIUIEKCOB QRS, sBnsercss KIIOYEBBIM MPU3HAKOM, OTpakarollUM
uHUIbTpaTUBHBIN Tpouecc B Muokapae. llpu WM3C, BbI3BaHHOM BHEKJIETOYHOMN
uHGUIbTpAIIMEl aHOMANBHBIX cyOcTaHIui (pu amuiion103e), ypenndenue maccol JDK
He sBJsieTcst 2P(HEKTUBHBIM YBEJIMYEHUEM KOJMYECTBA WM pa3Mepa KapAHUOMUOIIUTOB.
Ot1o cranmo npuunHON aucconuanuu mexay aaHHbiMu DXOKI u OKI'. OtHouieHue
Macchl K HampspkeHuto Obuto cymmupoBaHo Carrol J. u coat. B 1982 romy; oHwm
MOKa3aJld, YTO CYIIECTBYET OOpaTHasi KOPPENSAIUs MEX]y BOJbTAKOM W IUIOIIAJIBIO
nonepeyHoro ceuenust Mmpliibl JOK (r = -0,79) y 6onbHbIX amuionio3oM. Kpome toro,
aBTOPHI TPOJAEMOHCTPUPOBAIM, YTO OTHOIICHUE HAMNpsDKEHUS K Macce HampsIMyro
CBSI3aHO C XY/ALIMMH IPOTHOCTHYECKUMHU pe3yiabTataMu [55]. OmHako 3TOT mapaMerp
OBLT CIIOKEH JUISl WCIOJB30BaHUS B PYTUHHON MPaKTHUKE, MO3TOMY IMO-TPEKHEMY
aKTyaJIeH TIOMCK MHOTO MapaMeTpa, ClIoCOOHOTo 3aMeHUTh HU3KHM BosibTaxk Ha DKI' Ha
napameTp ¢ 0osee BBICOKOM UYyBCTBUTEIBHOCTHIO M CHEIU(UYHOCTHIO. B HemaBHeM
UCCIIEIOBAHUM COOOIIaNoCh, 4YTO BbicOkoe oTHomeHue HMMMIDK k BoabTaxy
koMiiekcoB QRS mpenckaspiBaeT HEOJIAroONpUSTHBIM IMPOTHO3 y TMAIUEHTOB C
aMIIION1030M cep/ia u naruenToB ¢ XCHc®B [120, 189].

B manHOM HCClIeOBaHMK HCITONIB30Banu uHAeKChl MBc u MLI. Ilpu moporosom
3HaYeHnn >67,67 r/M?/MB unmexc MBc mokasan NpHEMIIEMYIO YyBCTBHUTEIBHOCTH
69,7% wn cnemupuunocts 70% (AUC 0,821; 95% AU 0,734-0,909; P<0,001) mns
amuonn03a. Ilpu moporosom 3Hauenun >4,38 r/m?/mMm uagekc ML mokasan BEICOKYIO
qyBCTBUTENBHOCTh 75,8% m crmemmuduanocts 83,3% (AUC 0,834; 95% JAU 0,745-
0,922; P<0,001) s amwmionnosa. @aktudeckn uHaekcbl MBce m MLI umeet nmyudrnyro
MPOU3BOJIUTEIIBHOCTh, YeM HHM3KUI BoibTax Ha OKI' oTaenbHO. DTH MHAEKCHI JIETKO
OLICHUTh B PYTUHHOW KIIMHUYECKOM ITPAKTHUKE.

Oxunaercsi, yto nanueHTsl ¢ BJIHIIIT OyayT umers Oosiee BBICOKMI BOJIBTAXK
komiuiekcoB QRS mo kpurepusim CokonoBa-Jlaiiona, a maumentsl ¢ BITHIID Oymyt
UMETh ropa3fao 0osiee HU3KUN BOJbTaX KOoMILIEKCOB QRS Ha ocHOBaHMM OTHOIIEHUS
RS B mnpekapauanbHbIX OTBENEHUAX, MOITOMY HHIAEKC MBc Moxker ObITh HeE

HCIIOJIBb30BaH B KAa4YCCTBC BAXXHOI'O IIapaMeTpa IIpU HaAJIWYUHU 6J'IOK.’:U1BI HOJKCK ITy4YKa
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['uca. B cBs3u ¢ Tem, unaekc MLi crnegyer ucnonb30BaTh B Ka4€CTBE MHCTPYMEHTA
CKpUHUHTIA MEPBOM JIMHUU JJI1 JUATHOCTUKH aMHJIOM03a Y MAllMEHTOB C YTOJIICHUEM
crenku JOK na DXOKI" u 610kanoit myuka ['nca Ha OKI'.

buomapxeput nospescoenusn cepoua é ouaznocmuxe U3C

B namem uccinenoBanuu ypoBeHb NT-proBNP 6wt 1ocTOBEpHO BBINIIE B TPYIIIIE
amuiouno3a, yem B rpymne [JDK 6e3 U3C (p<0,05, Tabmuma 15). Yposenb NT-
proBNP >125 nr/mn 6611 BeisiBiieH y 20 (64,5%) MalineHTOB ¢ MOpa)KEHUEM cep/ila Mpu
amuiougo3e. NT-proBNP sBrnsercs BakHbIM OHOMapKepoM Ui BBISBICHHUS
MOBPEXJICHUS CcepAlla Ha paHHEW CTauu y MallMeHTOB U HOCUTENIEH MYTaHTHOTO T'eHa
Mykononucaxapuaosa. Iloseimenune ypoBHs NT-npoBNP B ceiBopoTke kpoBu >125
nr/mil ObUIO BBIABIEHO y 3 W3 7 OOJIBHBIX C MyKOIoJucaxapuao3oM u 9 u3 25
HOCUTEJIEW MyTaHTHOro reHa Mykonosucaxapuno3za. NT-proBNP  sBasercs
MH()OPMATUBHBIM KJIMHUYECKUM MapKepoMm st ckpununra Ha M3C.

B otnuumne ot NT-proBNP ypoBHu tpononuna | u nucraruna C He TOCTOBEPHO
paznuuanuch Mexay rpynmnamu amuioupoza u ['JDK 6e3 M3C. Mx monws3za B
mudepeHnnanbHO  TUarHoCTUKE MpuYuH yToimieHuss crenku JDK He Obina
MOATBEPKIEHA B JAHHOM HCCIIEA0OBAHUH.

XCH u U3C

XCHc®B sBnsiercsi caMbiM yacThiM TUIIOM XCH y manueHToB C aMUIOHI030M,
Oosie3Hpr0 Pabpu U MyKomoyHcaxapuao3amMu B HactosieM uccinenoBanuu. [Ipu U3C
®B JIXK coxpaHsieTcsi JUIMTEIHO W TOJIBKO B TO3JHEW CTaUd MOXET HaOIIOAAThCS
camkenne @B JDK <40%. Beiie yxe otMeueHo, uto y nanueHToB ¢ M3C Obuia Oonee
BBIPKEHHAS IUacToNnyYecKass AUCHYHKUHMA, yalie BbiABieHO noBbiienne NT-proBNP
>125 nr/mn. I'ynkoBa A.Sl. u coaBT. mokasanu, uyto 3HaunMas noias AT TR-amunongosa
cymiectBoBajna cpeau rpynmsl nanueHToB ¢ XCHc®B [5]. [Toatomy XCHc®B HescHol
ATUOJIOTUU ABJISIETCSA BaXKHBIM Mapkepom NU3C.

Bo03MOXHO, B CBSI3M C TE€M, YTO B PSAAEC KIMHUYECKUX HCCICIOBAHUN B 4YHCIIE
o0onpHBIX ¢ XCHc®B mornu oxaszatscsi 6osbHble ¢ U3C, s3ddexTuBHOCT MHOTHX
JIEKapCTBEHHBIX IMpernapaToB He Obula Joka3aHa y mamnuentoB ¢ XCHc®B [1, 7]. B

OyIyIIMX MPOTOKOJIAX M B peabHON KIMHUYECKOU mpakThke y 60JbHbIX ¢ XCHc®B u
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pedpaxtepHoii k neuennro XCH o6s3atensHO HeoOXxoaumo uckiatodath Hanunaue U3C.

Hwemuueckasn 0one3nwp cepoua u H3C

WM 6511 yka3zaH B anHamHe3e y 19,5% manueHToB ¢ aMUiIon1030M. ITO PEBHIIIACT
obmryto pacnpoctpaneHHOCTs UM (9,5% wmyxuun u 2,7% sxenmuH) B Poccun B
Bo3pacte Bhime 55 jer [23]. Ha ayromcuu nmemo3uThl amMuiionga B CTEHKaX
UHTpaMypaibHbIX KOPOHApHBIX apTepuid OblTM oOHapyxkeHbl y 100% ymepiux
nanueHToB. Pe3ynbTaT HACTOAIIET0 MCCIENOBaHHS MPEBOCXOAUT AaHHBIN OoT Neben-
Wittich M. u coaBt. B 2005 roay, rae OOCTPYKTUBHBIH HHTpaMypaabHbIH KOPOHAPHBIH
aMIIIONJI03 UMeNT MecTo y 66% narrenToB [149].

UM nHe HaOmomaiu B aHaMHe3€ VY TMalMEeHTOB ¢ Oone3Hbio Pabpu u
MyKOTIOJIUCaxapuao3oM  HO  nceBgouH@apkTHeii  marrepHn  OKIT  Hepeako
peructpupoBanu. IlaTomornueckmii 3yoer; Q Obutl BhIIBIEH B 78,1% ciydaeB mpu
MyKomosicaxapunose u B 12% ciydaeB npu 6ose3nu @adpu. Jlenpeccust cermenta ST
Ha OKI" Oblna ykazana B 28% ciyuaeB nipu Oosiesnu ®adpu. [lopaxkeHrne KOpoHaApPHBIX
aprepuii n umemuss Muokapaa npu M3C ¢ omHON CTOPOHBI, yCYryOJIsIOT COCTOSIHUE
OO0JBLHOTO, a C IPYTOM, 3aTPYAHSIIOT JUATHOCTUKY 3a00J1€BaHUS.

[Iporpeccupytoiiee cyXeHHE MPOCBETa MalbIX HHTPAMYypPaJbHBIX KOPOHAPHBIX
apTepuii, BBI3BAHHOE OTJOXKCHHEM aHOMaJbHBIX cyOctanumii (amunouna, [Al,
TJIMKOC(UHTOJIUIUAOB) B UX CTEHKE, MPUBOJUT K UIIEMUU W TIOBPEXKICHUIO MHOKap/a
[15]. ArtepockiepoTnyeckoe TOpPaKCHHE MEJIKUX CY)KEHHBIX HHTPaMypaJbHBIX
KOpPOHApHBIX apTepuii Ha ¢oHe BbIpakeHHOU mceBporunepTpobun JDK cozmgaer
MpEanocbiku i pa3putus umemun u UM y manmentoB ¢ U3C. B cBsa3u ¢ atum
HeoOxoauMo yuuthiBaTh, uro Hannuue VMM/IIMKC B anamueze u DXOKI'-kapTuna
HapyleHui JokanbHOU cokpatuMocTtu JIK He uckmovaroT Hanmmuue y 6oiapHOTo M3C
[15], ocobOenno ecimu 3TH (PaKTOPBI COMPOBOKIAIOTCS HE3HAYUTEIIBHBIM CTEHO30M
KOPOHAPHBIX COCY/IOB MO JTaHHBIM KopoHapoaHruorpaduu. Haob6opot, « UM Ha HOTax»,
[IMKC Heus3BecTHON MaBHOCTH MOTYT CTaTh JOaXKe KIIOUYEBBIMH (akTopamu s
ckpunuHra Ha M3C, B epByro o4epeib, Ha aMUIIOUI03.

Apmepuanvnan cunepmensusn u U3C

Y 72,2% paccmaTpuBaeMblX NAIlMEHTOB € aMWJIOWI030M oOTMeueHa Al (mo
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EBponeiickum pekomengammsim no A or 2018 r.) B anamuese, y 46,9% — AI' 3
CTENEHU. DJTO COOTBETCTBYET JaHHBIM HccienoBanus Mohammed S. u coaBT., B
koTopoM Al ormeuanach y 78% 00nbHBIX ¢ cucTeMHBIM ammion03oM 1 XCHc®B u
JIaHHBIM 1O pacnpoctpaneHHOCcTH Al' B Pocculickont @enepannu B BO3paCTHOM TPYIIIE
Beimie 55 ser, T.e. 75% [6, 146]. [leiicTBuTENBbHO, MeauaHa BO3pacTa OOJBHBIX
aMUJION030M B Hatei koropte coctapisget 70 (61; 79) net. Ilpu 6one3an @adbpu Al B
aHaMHe3¢ YykazaHa y 25,7% mnanueHToB. OTO CBHUIETEIBCTBYET O TOM, YTO
TUINEPTEH3UBHBIN aHaMHE3 He UCKItouaeT Hanuuue y OonbHoro U3C. OTmedeHo, 4To
OTJIOXKEHHE aMUJIONJa B CTEHKaX COCYJOB, MEIKUX apTepuil 0bu10 BhIsiBIEHO Yy 100%
(n=22) ymepmmx MAaMEHTOB HA ayTOICHH, W Ha BCEX MPKU3HCHHBIX OMONTaTax
MalUEHTOB C CUCTEMHBIM aMmmion1030M. [lo-Buanmomy, U3C HE TOJIBKO HE UCKITIOYAET
AT, HO Haxke co37aeT MPEANOCHUIKU ISl €€ Pa3BUTHUSA, U3MEHSISI CBOMCTBA COCYIMCTOM
CTEHKHU U BbI3bIBasl MOPaXEHUE MOYEK. ApTepUalibHasi TUMOTEH3UsI, KOTOpasi OTMEYEHa
rJIaBHBIM 00pa3oM, B TpPYIIE yMEPIIUX TMAalUEHTOB, BEPOATHEE BCEro, MOXKET
paccMaTpUBaATHCS KaK MPOSIBICHUE TTO3/THEW CTAIUU aMUJIOU]103a C PA3BUTUEM TSIKEIOM
XCH u Ha ¢oHe BereTaTUBHOM TUCHYHKIIUH.

IHopasncenue nouexk u U3C

XBII Obuia muarHocTUpoBaHa y OOJBHBIX CHUCTEMHBIM aMWIOWI030M B 62%
ciydaeB, ydaie 30-5 cramuii, nmpoteunypus - B 73,3%, HEPpOTUUECKUN CUHIPOM - B
15% cnyuaeB. IIpu 6onesnn dabpu nopaxkeHue Mmoyek ObUIO yKa3aHO B aHAMHE3€ B
80% cnyuaeB, remoauanus3 — B 14,3%, ajuiorpancnianTamnus noyek — B 5,7% ciydaes.
B cBs3u ¢ atum  ckpunuHr Ha M3C ocobeHHO HeoO0XoauMm OOJIBHBIM €
KapJMOpPEHAIbHBIM CHHIPOMOM, 0COO€HHO ¢ npoteunypuend A3-A4 u XBbII 4-5 ctaguu.

Caxapnutit ouaoem u H3C

VY 30,3% nanuentoB ¢ amuiouozom Obi1 CJI B aHamuese. [lo-Bumumomy, ero
HaJW4yue HE JOJDKHO MPUBOJIUTH K 3aaepkke ckpunuHra Ha M3C (B ToMm uucie u
amuions103). KonmnuectBo nHpopManuu o codetannu ammionaosza u CJ[ B nureparype
KpaitHe orpanuyeHo [15].

Bospacm u H3C

Bo3pact 1uarHoCTUKM MMEET BaXKHYIO poib A oTyimuns amuiionio3a ot ['KMII,
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6onesan ®abpu U MYKOIMOJIHMCAXAPHUA030B y OOIBHBIX ¢ yroimeHueM crtenku JDK.
[TanmenTel, y KOTOPBIX B MO3AHEM Bo3pacte auarHoctupoBaHa ['KMII, ssisrorcs
IPYIION TOBBILIEHHOTO PHCKA AaMWIOHWI03a, TaK KakKk B JTOH TpYyIIE YacToTa
aMIIION103a 3Ha4YMTeabHO Bo3pactaer [170]. JlaHHBIC M3 MEXIyHApOIHOTO PETHCTPA
SHaRe, Bxirouaromue 7286 narmentoB ¢ ' KMII, kotopsiM OBLT MMOCTAaBJICH AMArHO3 B
nepuoj ¢ 1961 o 2019 roa, mokazanu, 4To CpeIHUN BO3PACT HA MOMEHT JIMAarHOCTUKHU
['KMII HeykJIOHHO pacTeT, 4YacToTa JUarHo3oB Yy MAalMeHToB crapme 60 mer
yBemmumiack ¢ 9,2% o 2000r go 31,8% mnocne 2010r, py 3TOM MOKUIIbIE MAIUECHTHI
yalie BCEro MMeNu cropaaudeckue (Hopmbl 3a0o0jieBaHUsI U 00Jiee YacThlid T€HOTHUII-
orpunatenbHbiii cratyc [53]. B wucciaemoBanuum, BrioyaBimeM 343 manmueHTa C
nepBoHadanbHbiM nuarHozom ['KMII B Bo3pacte >40 ner, ammiono3 Obul Hanbosee
yacteiM aHamorom ['KMII, mnopaxas 9% wuccnenyemoir nonyisiuun. Yacrora
JMarHOCTUKN aMHJIOMI03a CEpALla CPEAu MALUEHTOB C NMEPBOHAYAJIbHBIM JIMATHO30M
['KMII nuHelHO yBeNMYMBaIach C BO3PACTOM MocTaHOBKHU nuarHoza ['KMII, Bapeupys
oT 1% B BO3pacte 40—49 net no 26% y nuu crapme 80 JieT, Ipu 3TOM MOJABISIONIEE
OonpmMHCTBO citydaeB npuxoautcs Ha ATTR-amunonnos [142]. B npocnekTuBHOM
UCCIIEIOBAaHUM cpenu 298 MaluMeHTOB B BO3pAcTe BhIIE 62 JET, ¢ HEOOBSICHUMBIM
yronmieHuemM crenku JIK, u3naganpHo auarnoctupoBaHHbIM Kak ['KMII, Damy T. u
coaBT. B 2016 roxy obnapyxunu 5% pacnpoctpaHeHHOCTh HacieactBeHHoro ATTR-
aMUJION03a, UCIIOJb3ysl T€HETHUYECKOE TeCTUpoBaHMEe i noucka myramuu TTR m
ciupHTHrpaduio kocred 1 MPT miis moiaydeHus: KIMHAYECKUX JI0Ka3aTelIbCTB MyTalluy
[63]. B HacTosiimeM mccrienoBaHUM, MEIMaHa Bo3pacTa OOJBHBIX C aMHJIOHI030M OBLI
nocToBepHO BbIIe, ueM y Tex ¢ 'KMII (72,5 net mpotuB 57 JeT, COOBETCTBEHHO,
p<0,001). IToporoBoe 3HaueHue Bo3pacta >61 JIeT UMEI0 UYBCTBUTEIBHOCTH 75,6% u
crnenuguaHocTh 79,2% nnsa auddepeHimanbHol 1uarnoctuku amuionaosa ot I'KMIL.
Bo3spact 60bHBIX ¢ aMUIIONI030M OBLT HAMHOTO BBIIIIE BO3pacTa OOJBHBIX C O0JIE3HBIO
®abpu (43 (32; 56) rona) ¥ HOCUTETHLCTBA MYTAHTHOTO T€HA MyKoIoaucaxapuaosa (34
(28; 39,5) rona).
IIkana ouaznocmuku amuionoo3a

Ha ocHoBaHuM pe3yJabTaTOB CpaBHEHUS Tpynn  OOJbHBIX  CHUCTEMHBIM
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amunounozom u ['KMII m mpoBeneHus JOTHCTUYECKOH perpeccun paspaboTaHa
JMAarHOCTUYECKasl MIKaJla aMHJION103a. B 1IKane y4uThIBaJIOCh 8 mapaMeTpoB: BO3PACT
OOJBLHOTO, HAJIMYME YTOJIIEHUS KIAMaHOB, apTEepUaIbHOW THINOTEH3UH, HHU3KOTO
BOJIbTaXa KOIUIEKCOB QRS B OTBENEHHSX OT KOHEYHOCTEH, 3€pHHCTOCTH MHOKap/a,
BBINIOTA B TOJIOCTSIX, aCUMMETPUYHOIO YTONIIEHUS] CTEHKH U OOCTPYKIIMHM BBIHOCSIIIETO
Tpakta JDK w/unu mepeaHecucTonueckoro nBuKeHus nepeaneit crBopku MK. C
MOPOTOBBIM 3HAYEHUEM > 2 0aJIOB IIKaJla YKa3blBaeT Ha HAJUYHME aMUJIOHN]103a Cepaua
C BBICOKOW YYBCTBUTEIBHOCTHIO M crnenuduyHocThio (Tabmuna 10). Illkana u taxxke
anroput™ ckpuHuHra Ha M3C, cxema MapuipyTU3auu ManueHToB ¢ aMIJIOUA030M HITN
MOJIO3PEHUEM HAa HEro MOryT ObITh moJie3Ho B auarHoctuke M3C. PekomeHnmoBanu
IIMPOKO HCIIOJb30BaTh MX B KIMHMYECKOW MPAKTUKE I YCKOPEHHUs Hpouecca
JIMarHOCTUKHU Y CBOEBPEMEHHOIO cTapTa Tepanuu nauueHTos ¢ M3C.

4.3.. 1lpo3H03 U BbI:KMBaeMOCTh nanueHToB ¢ U3C

B nmaHHOM wHcciienoBaHMM NPOBOAWIM OLIEHKY NporHosa nanueHtoB ¢ M3C Ha
npumepe amuioni03a. IIporao3 amminono3a BapbUpyeTcs, HO, KaKk MPaBUo, SIBISETCS
HEOJArONpUsATHBIM HPHU OTCYTCTBUHU JeueHus. Cpeau paziIudHbIX MPOTHOCTUYECKUX
(bakTopoB HanboJiee BaXKHOW AETEPMUHAHTON KIMHUYECKOTO UCXOAA SBJIAETCA CTENEHb
nopaxenus cepaua [191].

B HacrosiiieM uccienoBaHUM BBIKMBAEMOCTh y MAllMEHTOB C aMUJIOUI030M Obliia
xyxke, ueM y nauueHToB ¢ [ KMII, 1-neTHsAs BBKMBaeMOCTh NALMEHTOB C AMUJIOUI030M
u I'KMII cocraBmisna 55% u 96,5%, a 2-netHss BepkuBaeMocTb — 50% u 95%, 4-neTHss
BbDKMBAaeMOCTh — 38% wu  93%, COOTBETCTBEHHO. 3HAUMWTEIbHAS pa3HULA B
BbDKMBaeMoCcTH Mexay amuiaongo3oM u [KMII yka3piBaeT Ha BaxHYI poOJib
muddepennansuoit nuarnoctuky mpu ['JDK HesicHOM sTHONOTHH.

[loka3aTenu BBDKMBAEMOCTH B HaIlleM HCCIEAOBAHMM ObUIM HMXKE, YeM B
npeapiayieM uccaenoBannu Kumar N. u coast. B 2022 roay, LOpez-Sainz u coaBT. B
2021 romy, KoTopele cooOmuaM o l-metHeil BbDKMBaemocTH 79% u  76%,
cooTBeTCTBeHHO [126, 136]. DTa pa3HuIa MOXKET ObITh O0YCIOBJIICHO TEM, UYTO B HAIIEM
UCCJIEIOBAaHUH Y OOJIBIIMHCTBA MALIMEHTOB TUIIMPOBAHUE aMHJION1a HE MTPOBOAMIIOCH, U

BCJICACTBHUEC OTOro, NaTOIrCHECTUUCCKAA TCpaIins OblJ1a Ha3HA4YeHa TOJBKO 18 nanmucHTamM
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(¢ AL- u ATTR-ammonnozom) (PucyHok 8).

Tunupoeanue amunouoa u npozHO3 NAYUEHM 08

BaxHbIM 3TarnoM JMarHOCTUKK aMWJIOWJ03a SIBJSIETCS ompenaenieHue ero tuma. K
COXAaJICHHUIO, B HACTOAIIEE BpeMsl THNUpPOBaHUE ammiionna B Poccuiickon Deneparuu
HEJIOCTYITHO B OOJBIIMHCTBE yupexaeHuil. Tum amuimonaa onpeaenser 0oCOOCHHOCTH
MHUIBTPATUBHOTO Ipoliecca B CEp/Le U APYTUX OrpaHax, CUCTEMAX, a TAaKKe TAKTUKY
JICYCHHS TAIUCHTOB, YTO KpailHe Ba)KHO YYUTHIBATh B KIMHUYCCKON W HAYYHOU paboTe
[8, 24, 191]. Pe3ynprar Hallero MCCaeA0BaHUs MOKa3all, YTO MAIUCHTHI, Y KOTOPhIX HE
ObLT BepUUITMPOBAH aMIJIOUIHBIA THIT, TAK)K€ UMEN XYIIITHN TMPOTHO3, UX |-ITeTHsSA
BEDKMBAEMOCTh ObUTa B 2,5 pa3a HIDKE, YeM y TaIllMeHTOB C BepU(DUIIMPOBAHHBIM
aMUJIOUJHBIM TUIOM. Bo03MOkHO, 3TOT ¢akT oOBsACHsSETCs 0oJiee BHUMATEIbHBIM
OTHOUIEHWEM K CBOEMY 3J0pOBbIO M 00Jiee BBICOKHM KOMIUIAEHCOM CO CTOPOHBI
MAIMEHTOB, KOTOPbIE HAXOASIT BO3MOXXHOCTh ITPOBECTH TUNMpoBaHue. [IpuMeuaTensHo,
sTa auddepeHuanys TUIOB aMIJIOK03a HE BCETJa MPOCTa: HE BCE HAKOIUICHUS MPHU
cuuHTurpadguu  orpaxatror ATTR-ammionno3, W NOpPUCYTCTBUE MOHOKJIOHAJIBHON
raMMOIIATHH TIPU aMUJIOUI03€ HE BCera ykasbiBaroT Ha AL-amunonnos [78] [14]. Tem
HE MEHEe, Cpeu MallMeHTOB ¢ BepU(DPUIIMPOBAHHBIM THUIIOM aMUJION103a, TPOTHO3 ObLI
xyxe st AL- o cpaBHenuto ¢ ATTR-amunongozom (1-yeTHsisi BBDKUBAEMOCTh 36%
npotuB 87%, cooTBeTcTBEHHO). [110XO0M MporHo3 y mamnueHToB ¢ AL-amunonmo3om u
CJIO)KHOCTh HEO0OXOJAMMOTrO JIEYEHHs] MOATBEPKIAIOT HEOOXOJMMOCThH JICUEHUS ITUX
MAIlMEHTOB  CICIHATM3UPOBAHHBIMU  OpUTaJiaMi TIPH TECHOM  COTPYJIHUYECTBE
OTJIEJICHUS! KAPAUOJIOTUH U TEMATOJIOTHH.

Ilamozenemuueckasa mepanus u 6blICUCAEMOCHb NAYUEHMOG C AMUTOUOOZOM

[Tatorenernueckyro Tepanuio moiaydann 18 (22,2%) OGoapHbIx (9 —
XUMHOTEpanu, 9 — tagpaMmuauc). Y HeJedeHBbIX MallMeHTOB |-JIETHSS BBDKMBAEMOCTH
ObL1a B J1Ba pa3a HIXKE, yeM y jeueHbIX (37% u 80%, coorBeTcTBeHHO). HTEpecHo, 4TO
BBDKMBAEMOCTh y MAIMEHTOB € IMarHo3oM nociie 2019 roja 3HaYUTENBHO JIyYIlE, YEM Y
T€X, Y KOTO IMarHo3 ObLI MOCTaBiieH paHee. JleicTBUTeNbHO, 4-JI€THSSI BBKUBAEMOCTD
Obuta B 3 pasza BbILE Y TeX, KOMY ObuT moctaBiieH auarHo3 nocie 2019 r. (75% mno

cpaBHEHHIO ¢ 26%, COOTBETCTBEHHO). CoriacHo pe3ysibTaTy HEIaBHEr0 MCCIeI0BaHUs
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Staron A. u COaBT. BBIKMBAGMOCTh TMPU aMUJIOWI03€ 3HAYUTEIHHO YIydINIIACh,
BEPOSITHO, B YCIIOBHSIX COBPEMEHHBIX d3()D(PEKTUBHBIX CXEM JICYCHHS M HACTOPOKECHHOCTH
MEAMIIMHCKUX PaOOTHHUKOB K TakuM 3a0osieBanusm [76, 191].

Tem He MeHee, MenuaHa BpeMeHHM OT jAeOrooTa 3aboneBaHHs] 10 MOCTaHOBKU
JMar’osa sIBJIseTCs JUIMTEIbHBIM (2 roja, MakcMMalibHOE BpeMs A0 17 jeT), Menuana
BPEMEHM C MOMEHTAa MOCTAaHOBKHM JHAarHo3a 1O Hadala MaTOTCHETHYECKOW Teparuu
coctaBuia 5 (2; 12) mec, makcumanabHO€ BpeMs fgocturio 12 ner. [onst OONbHBIX,
MOJIYYaBIIMX MAaTON€HETHYECKYI0 Tepamuio, ObUla HHU3KOW, a B Iporpamme
XUMHUOTEpPANUM HE Ha3zHayaycs aapaTymymald. DTO MOXET ObIThb MPUYMHOM HU3KOU
BBDKMBAEMOCTH MAI[UEHTOB B HAIIEM MCCJIEAOBAaHUU MO CPABHEHUIO C MCCIICIOBAHUSIMU
npyrux asropos [191].

Pe3ynpTaT wuccneaoBaHWs emle pa3 MOAYEPKHUBACT BAXHYIO POJIb paHHEH
JMarHOCTUKH U JieueHus nanueHToB ¢ M3C, B ToM yucie aMuaonao30Mm.

Ilpusnaku u cumnmomsl HeONAZONPUAMHO20 NPOZHO3A NAUUEHM 06 C
amuiouoo3om

[Tpu nammuuu XCH -1V ®K no NYHA 1l-neTHsis BBIKMBA€MOCTh OOJBHBIX
yxyaumaercss B 1,5 pasza, a 2-netHsis - B 2,36 pa3za (Pucynok 21). Ilpu BbIsiBIeHUH
rugporopakca - u 3-1eTHss BBKMBAEMOCTh MallMeHTa CHUXKarTcs B 1,65 u 2,85 pasa,
COOTBETCTBEHHO, a K KOHIIy TPEThEro rojia HaOII0eHNsI BEDKHUBAEMOCTh OCTAeTCsl Ha
ypoBHe 20%. ITpy BO3HUKHOBEHHMH acllUTa MEHEe TPETU OOJbHBIX BBDKUBAIOT Oosee 6
MECSLIEB, U TOJIBKO KaXKIblii BOCBMOW IMAIMEHT JIOXKHUBAET N0 KOHLA roga. llanueHTsl
JIOJDKHBL PETYJISIPHO HAOJIIOAAThCA U OLICHUBATHCS B OTHOILICHUM PAHHETO BBISBIICHUS
CUMIITOMOB M TIPU3HAKOB MpOrpeccupoBaHus 3a0oseBaHus. Tu MNPU3HAKK MOTYT
MPEACTABIATh COO0M YXYAIIEHUE OJJHOTO WM HECKOJIBKUX CYIIECTBYIOIUX CHUMIITOMOB
WU TOSIBJIEHWE HOBBIX IPU3HAKOB, YTO MPUBOJIUT K 3HAYUTEIHHOMY YBEIUYCHUIO
GyHKIIMOHATBHBIX HAPYIICHUH.

IIpeoukmoput 00120CPOUHOIL 8bIIHCUBACMOCHU NAUUEHIMOE C AMUTLOUOO30M

B Hacrosimiem uccnenoanun ®B JIK, ypoBeHb Oenka B ChIBOPOTKE KpOBHU U
HAJIMYKME TATOTEHETUYECKON Tepanuu ObUTH JTYYIIMMU HE3aBUCUMBIMU TPETUKTOPAMU

)IOHFOCpO‘IHOﬁ BBDKUBACMOCTH Y OOJBHBIX C CHUCTEMHBIM aMHJIONI030M. Panee


https://www.nature.com/articles/s41408-021-00529-w#auth-Andrew-Staron
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IpeanojiaraéMple  acCOlMallMd € TUIOXUM TMPOTHO30M TIPH  aMHJIOMI03€ CepAla
BIrouaroT cHmkenre OB JIDK, Huskuii BoibTaxk koMiuiekcoB QRS u tum ammionnosa
(Xymamui mporHo3 Obl1 oOHapykeH npu AL-tume mo cpaBHenuio ¢ AT TR-tumom)
[124]. Kpome TOrOo, mOAaBlieHHE AMWJIOHIOTEHHBIX JIETKAX IENeH CBIBOPOTKHA C
nomoliplo xumuorepanuu 1 tepanuu ATTR-amunongo3a tadhamuarcoM ObUIO CBSI3aHO
C yAy4IIeHHEeM IpOrHo3a >Ku3Hu mnanueHta [76, 112]. Hamm maHHBIC OKa3ajuCh
COMOCTaBUMBI ATHUM TMPEABIAYIINM pe3ynbrataM. Kpome Toro, ypoBeHb Oenka B
CBIBOPOTKE KpOBHM OTpakaeT COCTOsSHUE TmedeHu, mnodek, opraHoB KKT mpu
ammionnose. Ero cHmwkeHue sBIsIeTCS MMOKa3aTeleM CHCTEMHOW JEeKOMIICHCAIINU:
cumkenus: pynkuuu nedeHu, noyek, JKKT, a taxxke cepiaua, u 3HAYUT yXyJIIaeT
JOJITOCPOYHYIO BBKMBAEMOCTh AI[UEHTOB.

4.4, IlpemymecTBo M focTynHocTh kiaaccuuranuu U3C MORAL-STAGE

Kak u cucrema MOGE(S) [31], MORAL-STAGE o0ecrnieunBaeT THOKOCTh H
MOKET OBITh paclIupeHa mpu He0OX0IUMOCTH. MBI cUMTaeM, 4TO HOMEHKJIaTypa OyJeT
pa3BUBaTbCA, 4YTOOBI CTarh OoJiee NOJHOM M yAOOHON /i MOJIb30BaTeNsl MpHU
BHEJIPEHUU B KIIMHUYECKYIO MTPAKTHUKY.

[Ipu mnepBom mnpoutenun MORAL-STAGE wMoxer mokaszatbes CIOXKHOU
cuctemMoit, ycnoxusitorieit onucanue M3C. OgHako Mbl yOeAMIIUCh, YTO Ha TMPAKTHKE
€ro JI0CTaTOYHO MPOCTO U YAOOHO MPHUMEHsTh. Vcmosib30BaHuEe JaHHOW CHCTEMBI HE
00s3pIBaE€T Bpada 3amojHATh BCE IO, B TOM UHCJE OIMUCAaHUE pPe3yIbTaToOB
TEHETUYECKOr0 TeCTUpOBaHMs. ['eHeTHYecKHne TeCThl MOTYT ObITh HEAOCTYNHbBI WU
HEBO3MOXKHBI. TeM He MeHee, He0OXOUMO TIATENIbHO COOMpPATh U JTOKyMEHTUPOBAThH
JaHHBIE CEMEWHOTO aHaMHe3a, OCOOEHHO B OTHOIICHUHM BHE3AaMHONW CMepTH. JTa
cucrema Takke Tpedyer auarHoctukn M3C y mpobaHIoB M UX POACTBEHHHUKOB.
[Tpumenenue knaccupuxanuu MORAL-STAGE He 3aBUCHT OT TOro, IOCTYNHA JIU
noyiHasi wHGOpPMAaIMs IJII €€ Ha MOMEHT KOHCYJbTAalluu. B MOBCEeMHEBHOW MPaKTUKE
JAaHHYI0 CHCTEMY MOXKHO MPUMEHSITh y TOCTEIH OOJBHOrO, a COOpaHHBIE JaHHBIC
MOXKHO  yKa3blBaTh B  3aKJIIOYMTEILHOM  JWAarHose, 4rto OyJeT OTpaxarh
ucyepnpiBaomytro  uHpopmanuo o  mamueHte. Cucrema  MORAL-STAGE

MPEACTaBIISIET COOOM TMHAMUYECKHUM MapaMeTp, KOTOPBIM MOKET U3MEHSTHCS B TEUEHUE
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MOCJICTYIOIIETO HAOIIOICHMUS.

['mbkas cuctema MORAL-STAGE cnoco6ctByeTr mepexony omucanus M3C ot
KJIACCUYECKOH MEIUIIMHBI K TU(GPOBOH 3MoXe W obecrmeuynBaeT cOOp OrpPOMHOTO
KOJIMYECTBA JIaHHBIX, KOTOPHIE MOTYT OBITh YTEpSHBI, €CIM HUX CHCTEMaTH4YECKH HE
peructpupoBath. HMcnonp3zoBanne cucrembl MORAL-STAGE tpeOyer omnucanus
PE3YNIbTAaTOB, JOCTUTHYTHIX Ha BCEX ATAlax JUArHOCTUKH, BKIFOYAsl KapAHOIOTHUECKOe
oOcienoBaHle, OSKCTpakapAuadbHOEe  O00CIeOBaHWE, KIMHHUYECKYI0  TCHETHKY,
CEMEHHBIN CKPUHHHT, TI0 BO3MOXXHOCTH, MOJIEKYJIAPHO-TEHETHUSCKUN aHainu3, Mopdo-
TUCTOJIOTHYECKUA aHanmu3, (QYHKIMOHAIBHOE COCTOSHUE, CTPaTH(PHUKAIUIO pUCKa, a
TakKe JieueHue maleHTa. B kimaccudukanuy mpeacTaBieH OOIMUN A3BIK M MPOCTast
uneHTHYHass uHdopmarus s coopa. IlomydeHHBIH MHAMBUAYATbHBIN IS KaXKIOTO
nanyMeHTa OyKBEHHO-LIM(POBOW KOJ [aeT JAETAIIbHOE MPEICTAaBIEHUE O CaMOM
3a00JIeBaHUU, COCTOSIHUU TMAlIMEHTa, OCHOBE W TMOAXOJaX K JalIbHEHINEH TaKTHKE

BCIACHUA U JICUCHMUSA ITalTMCHTA.
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BbIBO/1bI

1. Campim yacto auarHoctupyembiM M3C B Hacrosiiee BpeMs SIBISIETCS AMHJIOUIO3
cepaua. Yactora JIUArHOCTUKM aMUJIOHW03a B MHOTONPOQMIBHOM CTallMOHAPE
r.MockBel gocturaet 53/100 ThICSY TOCHHUTATW3UPOBAHHBIX B Tox. Yacrora
OUarHoCTHKU Oosie3un Pabpu B MockBe 1 MOCKOBCKO#H oOmactu — 2/1 MHUIHOH
HACEJICHHUS.

2. IlopaxxeHue cepaua sBISAETCS OAHUM M3 JTOMUHHUPYIOMIMX NPOSABICHUN y OOJBHBIX
CUCTEMHBIM aMWJIOUI030M, Oosie3Hbl0 Daldpu, MpU HOCUTEIHCTBE MYTAHTHOIO TI'eHA
MYKOIIOJIUCAXapu/103a U OTHOCUTEIIbHO pEeXEe BCTPEYaeTcs Yy MalMeHTOB C
CapKOHJI030M.

3. UudopMaTuBHBIMU OOIMMH KapAUAIbHBIMU MapKepaMu, MPU KOTOPBIX HEOOXOIUM
ckpuauHr Ha M3C, saemsarorca yrommenne creHkd JDK >12 mwm, yronmeHue cTBOpok
MK >4 wwm, yrommenue ctBopok AK >1,5 MM, nHamuume OII, nHapymeHuii
npoBoguMoctu w/unu XCH ¢ coxpanennoit @B HesicHON STHOJIOTHH, TOBBIICHUE
ypoBHsi NT-nnpoBNP B cbiBopoTKe KpoBH >125 nir/mu.

4. B ormmnuune ot I'JDK apyroi 3THOIOTHM NIPU aMUAJIOMA03€ TUIMHMYHBIMA IPU3HAKAMHU
MOpaXEHUsI CepJilla SIBISIOTCA CHUXEHUE CKOPOCTH ABUXKEHHS (DUOPO3HOTO KOJbIA
MUTpaJIbHOTO KiamaHa (€’ ynarepaibHoro otaena <10,55 cm/c, €’ MenuanbHOTO OTIena
<8,39 cm/c), BelpakeHHas auactosnmueckas mucynkius JDK (mceBmoHopMalibHBIN U
PECTPUKTUBHBIA  THUMBI, TOBbIIeHWEe oTHowmeHuss E/e’  >6,78), HapyiieHue
BapuaOEIbHOCTA CEPJCYHOrO0 PUTMA B CBS3M C BETETATUBHOM JCHEpBaIMEl cepiia
(SDANN1 <105 wmc, mupkagsbii unpekc <1,185, TINN <511,7 wmc), npusHaku
3aMeleHns TKaHU MUOKapaa (YHKIIMOHAIBHO HEAKTUBHBIMHU JICTIO3UTAMU aMUJIOUaa
(MOBBINIEHHAs! PXOT€HHOCTh M 3€PHUCTOCTh MHOKapaa, yronmeHue MIIT >7.3 mw,
yroamienue ctBopok MK >4 mwm, cHumxeHue BodbTaxka komiuiekcoB QRS, macc-
BOJIbTaXKHAs Jucconmanus - naaekc MBc >67,67 r/m%/MB, uaaexc MLi >4,38 /m%/Mm),
a TaK)Ke TUpomnepuKap.

[Ipu Oosiesann @abpu TUNUYHBIMU TIPU3HAKAMHU TIOPAKEHHS CepAla SBISIOTCS
yronmenne cteHku JDK ¢ coxpaHeHueM U OJHOBPEMEHHO H3BpallEeHUEM

3HCKTpI/I‘ICCKOﬁ AKTMBHOCTH MHOKapJaa (HOpMaHBHaH WJIM BBICOKAs aMILIMTyda
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komiuiekcoB QRS, ykopouennsiit uarepBan PQ, cunycoBast Opagukapaus).

[Ipn HOCUTENBCTBE MYTAHTHOI'O I'€HAa MYKOIIOJMCAXapuA03a TUIIMYHBIMU IPU3HAKAMHU
MOpaXXEHUsI CepAua SBISIIOTCS MO3aWYHO-MHOIOOYAroBbIE 3aMEIICHUS MHOKapaa
AHOMAJIbHOM TKAHBIO, KOTOPBIE NPOSIBISAIOTCS MOBBIIMIEHHOW 3XOTN€HHOCTBIO MHOKapAa,
aCUMMETPHUYHBIM yTojIeHreM ctenku JIK, dopMmupoBaHreM maTonoruyeckux 3y01oB
Q u HapylIeHHeM CTPYKTYpPhI KJIaaHHOTO arrmapata cepaua (nmposarnc MK, yromniienue
cTtBOpok MK >5 mm).

5. B cootrBercTBUM ¢ pa3paOOTaHHOW IITKAJION, YUYWUTHIBAIOIIEH BO3pacT OOJBHOTO,
HaJu4yue YTOJNILICHUS KIANaHOB, AapTEPUAJIbHOM THUIIOTEH3UH, HHU3KOTO BOJBTaXa
KoruiekcoB QRS B OTBENEHMAX OT KOHEYHOCTEW, 3€pHUCTOCTA MUOKApJa W BBIIOTA B
HOJIOCTSIX, OTCYTCTBHE aCHMMETPUYHOTO YTOJILIEHUS CTEHKH, OOCTPYKIIUU BBIHOCSIIIETO
Tpakta JOK u/unm nepeHecuCTOIMYECKOTO IBHKEHH niepeaneit ctBopku MK, cymma,
npesblliatomiass 2 Oamia, € BBICOKOM UYBCTBUTEIBHOCTBIO U  CHEUU(DUYHOCTHIO
YKa3bIBaeT Ha HAIMYKUE aMUION103a CEPALIA.

6. Cpennsis TPOJOJKUTEIBHOCTh MW3HH OOJIBHBIX C CHUCTEMHBIM aAMHJIOUI030M
noctoBepHo Hmke, yem ¢ ['KMIL. V¥V nanumeHTOB ¢ amMuUIOMAO30M CHIIBHBIMH
HE3aBUCUMBIMH MPEIUKTOPAMHU HEOJIArOMPHUATHOTO MPOTHO3a SABIAIOTCS CHIbKeHne OB
JDK, runonmporeMHemMuss M OTCYTCTBHE IIATOTC€HETHUYECKOW TEPAIUK, 3HAYUMBIMU

npeauktopamu - [1-IV ®K XCH, acuur, ruapoTopakc, aprepuaibHas TUOTCH3US.
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INPAKTHYECKHUE PEKOMEHJIALIUN

1. C uenesro panHeil auarHoctukun M3C B craHOapTHBIA 3XOKapAUOTpapuyecKuin
MPOTOKOJ HEOOXOIMMO BKII0OYaTh u3Mepenue tonmuubl MIIIL, Tommuuel ctBopok MK,
AK, €' marepaibHOTO U MEAMAILHOTO OTACNOB (hnOpo3Horo koibia MK, E/e', Tommmab
CTEHKH MpaBoro xeaynouka, TAPSE, a takke pacueT nnaekcos MLI, MBc.

2. PexoMeHIOBaHO  MCIOJIb30BAaHME HOBBIX KPUTEPUEB HHU3KOIO  BOJbTa)ka
koMmiuiekcoB QRS: cymmbl amminty komiiekcoB QRS B 0TBeIEGHUSIX OT KOHEUHOCTEH
meHee 30 mm, unaekca CokosnoBa-Jlaiiona Menee 1,85 MB B KIMHHUYECKOW MPAKTHUKE
JUISL YITYUIIEHUsI JUarHOCTUYECKOW 3HAYMMOCTH ITpu3HaKa B ckpuHuHre Ha M3C.

3. TlammenTam ¢ yCTaHOBJICHHBIMH WH(DHIBTPATUBHBIMU 3a00J€BAHUSIMH, POTUTEISIM
JeTel ¢ MyKOIoJucaxapuao3aMu HEOOXOJIMMO MPOBOAUTH CKPUHUHT JUISl BBISBICHUS
nopaxeHus cepjua, Bkmodastomuit DKI' B 12 crangaptaeix otBeneHusax, I XOKI', XM
OKI' ¢ ouenkoit BapuabenbHocTH putMa cepama - SDANNI, mupkagHblii WHACKC,
TINN, onpenenenue ypoast NT-npoBNP B chiBOpoTKE KpOBH.

4, B cBa3U cO CXOAHBIMH (DEHOTHUIIAMH TAIMEHTaM C HaJUYUEM XapaKTEePHBIX
mapkepoB  M3C  HeEOOXOAUM  CKPUHUHT  OJHOBPEMEHHO Ha  Pa3jIM4YHbIC
WHOUIBTPATUBHBIC 3a00JIEBAaHUSI C UCIOJIB30BAHUEM METO/JAa CEKBEHHPOBAHHUS HOBOTO
nokoseHus (NGS nmaHenb Ha IIUPOKHUM CHEKTP T€HOB KapIUOMATHIA).

5. Ilpu wuccnemoBaHnuu OHMONTATOB y TMAIMEHTOB C aMWJIOWJI030M HEOOXOIUMO
IIIMPOKOE BHEJIPEHUE B KIIMHUICCKYIO TPAKTUKY TUITHPOBAHUS aMHUJIOU/IA.

6. llenecoobpasHo BHempenue anroputma ckpuHuHra Ha UN3C, cxembl
mapmpytusanun u kinaccudukanmu MORAL-STAGE B KIMHUYECKYIO MPAKTUKY IS
YHU(PHUKAIUU TEHCTBUN CIIEUAINCTOB, COKPAIICHUS CPOKOB MOCTAHOBKU JMArHO3a U

CBOCBPCMCHHOI'O Ha4alia MMaTOT€HETUYECKOM TCpaIinu.
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NEPCIIEKTUBBI JAJIBHEHIIENA PASPABOTKH TEMbBI

HeoOxogumo  mpofoiKeHWE W3y4YeHUS BONPOCOB paHHEH JUAarHOCTHKH,
MapHIpyTH3alU1, TOPAXKEHUsI CEepACUYHO-COCYAUCTOM cucTteMbl y mnanueHtoB ¢ M3C.
HeoOxoaumo BHeApeHWE MPAKTHUYECKUX PEKOMEHAAIMI B IIUPOKYIO KIMHHYECKYIO
NpaKTUKy, BHeceHne uHpopmanuu o mnanuentax ¢ M3C B 6azy manubix MORAL-
STAGE wu ee nmampHedmmii axann3. BO3MOXHO Ha €€ OCHOBE CO3JaHUE
MEXIYHAPOIHbIX peructpoB mnauueHtoB ¢ M3C. AKkTyanbHOU SIBISETCS OLIEHKA
CpaBHUTENbHOU 3(G(EKTUBHOCTH U 0O€30MAaCHOCTH  Pa3iUYHBIX  IMOAXOJOB K
MaToOreHeTHYecKkon Tepanuu nauueHToB ¢ M3C, a Takke ompenesneHrue ONTHUMAaJbHBIX

CpPOKOB €€ HavdaJila U IIPOJOJIDKUTCIbHOCTH.



148
CIIMCOK COKPAIIIEHUH U YCJOBHBIX OBO3HAYEHUI

BNP — MO3TOBOM HATPUHYPETUUECKHUIN TIETITH/T

E/A — oTHoIIeHue ckopoctelt panHero (E) u mo3aHero (A) HanmoJHEHUS
KEITYT0IKOB

E/e’ — OTHOIIICHUE MEXy PaHHUM TUACTOINYecKuM HamoHeHueM JOK u

CENTaJIbHON CKOPOCTBIO MUTPAJIBHOT'O KOJIbIIA

e — TO3/THSIS TUACTOINIECKAsi CKOPOCTh JIBMXKEHUST PHUOPO3HOTO KOJIbIIA
MUTPAITBHOTO KJIaraHa

GLA — I'€H O-TaJlaKTO3ua3bl A

GAA — KucTas anbha-TIIIOK0311a3a

Gb3 — MI1000TPUAO3IIIIEPAMUT

Glcd — TeTpacaxapu TIIIOKO3bI

LGE — BBISIBJICHHE YYaCTKOB KOHTPACTUPOBAHUSI MHOKap/a B OTCPOUYCHHYIO

a3y KOHTpaCTUPOBAHUSI TATOTUHUEM

Lyso-Gb3 — rio6oTprao3michuHro3uH

ML.i — OTHOIIECHUE UHAEKCUPOBaHHOM Macchl Muokapaa JIK k cymmapuHomy
HarnpspkeHuo QRS B 0TBeZICHUSX OT KOHEYHOCTEH

NT-proBNP — N-koH11€BO¥ pOMO3roBOi HATPUIYPETUUECKUN TTETITH]T

NYHA - Hbm-ﬁopKCKaﬂ KapJAuO0JIOTUYECKas acCoLraIs

PNN50 — IPOLIEHT NociieoBaTeNbHbBIX HHTEPBANIOB NN, KOTOpbIE OTKIOHSIOTCS
Jpyr OT Apyra Oosee yeM Ha 50 Mc

rMSSD — KBaJIpaThl pa3inyuil Mexay coceTHUMHU nHTepBasaMu NN

SDANN - crangapTHOE OTKJIOHEHHE S-MUHYTHBIX cpeaHnx nHTepBaioB NN

SDANNI  — cranmapTHOE OTKIIOHCHUE YCPEIHECHHBIX 3a 5 MUHYT HHTepBajioB NN.

SDNN — CTaHJIapTHOE OTKJIOHEHUE BceX nHTepBanioB NN;

SDNNi — CpeJHEee 3HAUCHUE CTAHAPTHBIX OTKJIOHEHUI NATUMHUHYTHBIX YYaCTKOB

TDI — TKaHeBas JIONIUICPOBCKAask BU3YyaJIU3alUs

TINN — TpeyroJibHas uHTepnosus nHTepBasioB NN

TTR — TPAHCTUPETUH

AB-06nokana — aTpHOBEHTPUKYJIIpHAs OJIOKaa.

AT’ — apTepuabHasi TUIIEPTEeH3US

AK — aOpTaJIbHBIN KJIaraH

BJIHIIT — Oy10Kaja JIeBOM HOXKKH ydka ['uca

BITHIIT — 0JI0KaJa mpaBoil HOXKKHU Iy4dka ['nca

BOJIX — BBIBOHBIN oTaeix JDK

BCP — BapuabeJIbHOCTh CEPICYHOTO pUTMa

Bu-THT — BBICOKOYYBCTBHUTEIILHBIC TPOITOHUHBI

I'AT — IIIMKO3aMUHOTJIMKaH

['KMII — TUNEepTPOoPUIECKast KapIUOMHUOIIATHS

I'TIJI — riiobanpHas npoaoibHas Aehopmarusg JIK

JAIKMII — IUJIaTallMOHHAS KapIUOMUOIIATHS

KT — JKEJIyJ0YKOBasl TaXUKapIUs

KOC — KETyJI0YKOBasi KCTPACUCTONA

3C — 3aHAA CTEHKa
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N3C — UHQUIbTpaTUBHBIE 3200JIEBaHUS Ceplla

UM — nHpapKT MUOKapIa

NMMJIDK — unaekcupoBaHHOM Macchl Muokapaa JDK

KJIP — KOHEYHO-UACTOJINYECKUI pa3Mep

KMII — KapJIMOMHUOTATHS

JDK — JIEBBIU JKETYA0YEK

JIII — JIEBOE MpEACepane

MBc — OTHOILIEHUE UHIAECKCUPOBAaHHOM Macchl Muokapaa JUK k unaekcy
CoxkonoBa-Jlaiiona Ha OKT'

MIKII — MEXOKENYI0UKOBas [EPEropoaKa

MMIJDK  —wmacca muokapaa JDK

MIIC — MYKOIIOJIMCAaxapua03bl

MPT — MarHUTHO-PE30HAHCHas ToMorpadus

HXXT — HADKEITYJIOUYKOBasi TaXUKapIUs

HXX3C — HAJKEJIYI0YKOBasl SKCTPACUCTOIA

HyXT — HEYCTOMYMBAs KEITYTOUYKOBASI TAXUKAPAUS

DK — MPABBIN KEITYA0UEK

[TNUKC — NOCTUH(APKTHBIN KapIHOCKIEPO3

I[IM-JIK coOoTHOIIEHHE — COOTHOIIICHUE MEXAY Pa3MepOM HNaNUIISIPHBIX MBI U
OKpykHOCThIO JIOK

CA — caxapHblil 1uader

CK® — CKOPOCTb KIIyOOUKOBOM (PUITbTpaiuu

cTH — CepACYHBIE TPONIOHUHBI

T3c — TOJIIIMHA 33JHEW CTEHKHU

THA — TPAH3UTOPHAs UILIEMUYECKas aTaka,

Tmxkn — TOJIIIAHA MEXOKEITYTOYKOBOM MTEPETOPOIKH

OBJDK — (pakuus BRIOpOCa JEBOTO KeIyA0uKa

O3T — (hepMEHTO3aMECTUTEIIbHAS TEPAITHS

OK — (yHKIIMOHAJBHBIN KJ1acc

OH — ¢u3uyUeckas Harpy3Ka

OIT — GubpUIAIIHS Tpecepanii

XM OKI' — XonrepoBCKOHOMY MOHUTOpHpoBaHuto DKI

XCH — XpOHMYECKas cepleuHas HEJ0CTaTOYHOCTh

XCHc®B — xpoHuueckas cepiedyHasi HeJOCTaTOYHOCTh C COXpPaHEHHOU (pakiueit
BBIOpOCa

qCC — 4acTOTa CEPJICUYHBIX COKpPAIIEHUI

KT — JJIEKTPOKapAHoTrpamma

OXOKI"  —oaxokapauorpadus
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Cokpawenue: JIKMII — nunatanuonnas kapauomuonatus, @I — pubpunsauus npeacepauii, ®H- ¢puszudeckas narpyska, TTR —
tpanctupetun, BJIHIIT" — Gnokana neBoit Hoxku myuka ['uca, BITHIIT — 6;10kana npaBoit Hoxku myuka ['nca, HXKT —

Ha pKeayaoukoBas Taxukapaus, KT - sxeaynoukoBas Taxukapaus, CK® — ckopocts ki1yooukoBoi guibrparun, Lyso-Gb3 —
rioborpuaosuichunro3ut, Glc4 — rerpacaxapu rioko3sl, GAA - kucnas anbda-rimrokosuaaza, THA — TpaH3uTopHast
uieMuueckas araka, AB-6mokana — ATpUOBEHTPUKYIIsIpHAs OJI0Kaja.
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Yek-mucr U3C
JKeTpaKkapanaibHble XapakrepHbie npusnaku U3C
Oo0umme

CHmxeHue ClIyXxa, I'IyXoTa

AnpOyMuUHYpHS, MPOTEUHYPUS (A0 Pa3BUTHSI HEPPOTHUECKOTO CUHAPOMA)

Hapacraromee yxyamenue GyHKIMH IOYEK, B TOM YHUciie TpeOyrolee
IIOYEYHON 3aMECTUTENIbHON Tepanuu

Maxkporioccus

JIByCTOPOHHMI KapNaJIbHBIA TYHHEJIBHBIA CHHIPOM

HOMYTHCHI/IG CTCKJIOBUIHOI'O TCJIa, KaTapaKTa

Huapesi, 00J1b B )KUBOTE

I'emaTocnienomeranus

[Tepudepuueckas noauHeponaTus

Cnenuduynbie 1J1s1 aMIJIONI03a

OpTOCTaTquCKaH T'MITIOTOHMA

['nnoteH3us u HOPMOTCH3HUA IIOCJIC ,Z[JII/ITGJIBHOﬁ apTepHaHBHOﬁ
TUIICPTCH3NHN

DKXMMO3bI, U3MEHEHHS U CTPYKTYPHI IIBeTa KOku (Cutis laxa)

CTeHo3 IM03BOHOYHOI0 KaHaja

Pa3peIB cyxoxunus Outierica

Pemeryaras nuctpodusi pOroBUILsI

[1na3moxneTouHas AUCKpas3us

XpOHI/ILIeCKI/Ie CHUCTCMHBIC BOCIIAJIUTCIBHBIC COCTOAHUA

[lepuopOutanpHas myprypa

Cneunduynsbie 15 0os1e3au Padpu

Heiiponaruueckas 6015

AHTHOKEPATOMBI

['unorunpos/anrupos

WNHCYynbT WM TpaH3UTOPHBIE HIIIEMUYECKUE aTaku B Bo3pacTe <50 et

JInxopaaka HESICHOW 3TUOJIOTUH
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IInoxas IEPEHOCUMOCTD JKaphbl

CHeIII/I(l)I/I‘IHLIe I MYKOIIOJIUCAXapuao3oB

["apromnusm: Oonblasi TOI0Ba, BEICOKUN 100, IIMPOKKE HO3/IPH, TOJICThIC
ryOBbl

['pboku (MynoyHas, naxoBasi) B aHaMHeE3e

XPpOHUYECKUN PUHUT, OTUT

HapymeHI/Ie ITOXOJKHN N OCaHKH

KapauaabHble MapKepbl

Heoovacnumoe ymonuienue cmeHKu 1e6020 Hceayoouka =12 mm

Hapacraromoe yToJIIeHne CTEHKH JIEBOTO JKEITy104Ka HEACHON PUYNHbI

YrTonmenue MexXIpeacepaHoi Neperopoaku >7,3 MM

3epHI/ICTOCTI-> W/WJIM TIOBBINIICHHAS DXOT€HHOCTh MHOKapaa

Yronmenue ctBopok MK >4 mm, AK >1,5 MM nipu OTCYTCTBUU peBMaTU3Ma
B aHAMHE3E

[TopakeHne mpaBbIX OTAEIOB cepaua: yroamenue creHku [DK >5 MM,
camwkenne TAPSE <17mwm, nunatanus mpaBoro Mpeacepansi, yTOIIMEeHNE
CTBOPOK TPUKYCIUJAIBHOTO KJIAMaHAa.

Hapymenue nquactonuyeckoit GpyHkuuu (€ 00koBoro otaena (puOpo3HOro
koJbiia MK <10,55 cMm/c, €’ centasibHOTO oTaena pudpo3Horo kosasiia MK
<8,39 cm/c)

[TpuzHak «5-5-5» (s’, €’ 1 @’ TKaHeBbIE CKOPOCTH <5 CM/C)

[TepukapuaibHBIN BBIOT

Kopotkuit uatepsan PR na OKI'

WPW-cunapom

«PybnoBsie» uzmenenust Ha DKI' 6e3 nmoareepxkaenHoro MM no naHHBIM
KOpOHapoaHTHorpaduy WK IMOBBIIICHUS TPOIIOHHHA.

Cymma amrmutynr koMiiekcoB QRS Ha OKI' B oTBeIeHUAX OT
KoHeyHocTel <30 MM

Nunexkca Coxonosa-Jlaiiona (SV1 + RVS unu RV6) <1,85 mB

Huzkwuit BonbTax QRS

Wunexc MLI >4,38 (Mugexe MLi - macca muokapaa JIK,
WHJIEKCUPOBAHHAs K TIJIOIIAIA IOBEPXHOCTH TeJa, ACJICHHAs Ha CyMMY
amruty komriekcoB QRS Ha DKI' B 0TBeIeHUSX OT KOHEUHOCTEH B MM —
r/M%/MM

Unpexc MBc >67,67 r/m*/MB (Ungekc MBc - OTHOIIEHHE MacChl
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MuoKkap/a K BosbTaxy Ha DKI paccunteiBangoch kak macca Muokapaa JDK,
WH/ICKCUPOBAaHHAs K TUIOIIA U TIOBEPXHOCTH TeJa, ICICHHAsT Ha HHJIEKC
CoxkozoBa-Jlationa (SV1 + RVS5 uimm RV6) B MB)

HeoOnsacaumbie HapYyYHICHUA pUTMa U IIPOBOAUMOCTH

Hapyienue BapuadenbHocTu cepaeunoro purma (SDANNi <105 mc,
nupkaaaeiid naaeke <1,185, TINN<511,7 mc)

Huarnoctupoannas ' KMII, PKMII 6e3 THIHYHOTO reHeTHYeCKOTO
cyOcTpaTa

XCHc®B HescHOM 3THOJIOTHH

Henepenocumocts MAIID nnu Gera-010KaTopoB

HenponopimonansHoe Tsikectd CH noseimenue NT-proBNP

[Iepcuctupyroliee NOBBILIEHUE YPOBHS TPOIIOHUHA

Cuwmwxkenue npojoabHoi ¢pyukuuu JIK ¢ apical sparing

AopraneHbiii cTeHO3 ¢ mapagokcanbHbiM low flow/low gradient

HudbdysHoe cydaHI0KapANATBHOE WIN TPAHCMYPAJIbHOE TIO3/HEE
HaKoIicHHe rafoanaus/ Pudpo3 Muokapa
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Hpuaoxenue B

1. Cxema MapmipyTH3al[iH MAHMEHTAM ¢ aMUJIOHI030M U C NMOJA03PeHNEM HA aMHJIOU/103.

= & |' Or3nKanbHoie 06CNeA0BaHNA

., Pa3snuunbie neyebHo-
BeiaBnexnue e ( NabopaTtopHbie 06CNER0BAHKMAL 1_ = g
MogospeHue Ha KapAnanbHbIX 1 — OAK, BXAK, OAM g npodunakTuyeckue
amunouaos IKCTPaKkapAHaibHbIX s MHCTpyMeHTanbhsie 06Cef0BaHMUA: = o yupexaeHus y
«KpacHbIX ¢naroa» 3K, 9XOKI, XM 3KI, CMAL, MPT -~ ~
7 F 3 ' ‘ JKCNEepTHbIN UeHTP
1 f}__---::,J " Buoncua c OKPacKoi KOHro KpacHbim 1 b
| _~"| nonspu3osaHHO# MUKpOCKONKEN
<5 [ MoaTBepKaeHue AnarHoza ] o — ~\
3 MMYHOTMCTOXMMMYECKOE HCCNEA0BaHME 5
aMmunonaosa
A N\ | e }—"‘ s ( IKCNepTHbLIN LUEeHTP
et f CKDUHMHT H3 MOHOKNOHANBHYIO \ -
cexpeuuio 3
Bepudukauusa ) [ TunupoBaHue aMUAoNA03a > TR IO ( Na6oparopuu:
- € Tc99m-nupgorex . MuBuTpO, Temorect, KDL

[eHeTUUYeCKOe TeCTH poeaHue

[ OnpepaeneHue CTagum J

nopaeHus cepaua *|_Awanus kposu Ha NT-proBNP, Troponin| | Paznuuneie nevebHo-
3 npodunaKTuyeckmne
[ ATTR- Tadammnauc : yuypexaeHmsa >
[ Ha3Hauenue cneuyuduueckoin | — L AL- XumuoTepanua —
Neuenue _ Tepanuu e ]\‘
- [ CMMNTOMaTHYecKas ]«-—f" [ BoNEpTHES! LeHTp ]
noajep:Kka i

( Ou3HKaNbHbIE 06CAEA0BaHNA
~
OueHka 3G PeKTUBHOCTH [ NabopaTopHble 06CAEA0BaHNA: 1\‘ ~
Tepanuum v BbliABNIEHUe o % i “
Ha6nopeHue p | OAK, BXAK, OAM, NT-proBNP, Troponin | | SKCnepTHBIN LeHTp
NPU3HAKOB NPOrpeccMpoBanua | WMHCTpYMeHTanbHbIE 06CNEN0BaHUA: }_____,_,.—-v L
/) 3aboneBaHua. 3K, 3XOKF, XM 3KT, CMAL
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2. lllaroBasi uHcTpYKUMA Moaydyenusi Tagamuauca npu AT TR-amuougose

JKCNepTHbIN
Yreepante anarnos Al TR-ammnnonposa UEeHTP

MNonyuute penepanvHoe 3akmoueHue (P3) o JKCNepTHbIN
szabonesaHum LEeHTp

[MonuknnHuka no
MeCTy permcrpaumm

lNopatb gokymeHTbl HAa M3C ana yrBepxaeHMA
rpynnbl MHBanuaHoctu (T, 1 wnaum 2 rpynnoi)

[MonuknnHuka no
MeCTy permcrpaumm

PernoHanbHan BpadebHana komuccua (PBK) no
HaszHadyeHuto Tadamuamca (Hy:kHo O3+TH)

Otnpaeutb AokymeHTbl (03+TM+PBK) 8 [13M

ObbaBneHue ayKUMOHa

VWV VW VY
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Tabnuua B.1. LleHTpPBI, I1e BO3MOKHO NPOBECTH CKPUHUHT HA MOHOKJIOHAJIbHYIO CeKPeluIo /sl ucKJIovYeHus Al -

aMuJI0M/103a (CBOOOIHBbIE JIerKHe el HMMYHOIJI00YJIMHOB Kanma u JaMoaa)

HasBanue nentpa

[enTpsr B Mockse u MO

KonraktHbie uHGOpMaLuu

Beo6-caiit

HNuButpo

333 oduca B Mockse

8 (495) 363-0-363; email: info@invitro.ru

https://www.invitro.ru

Jlaboparopuu ['emoTect

241 orpenenue B Mockse

8 (800) 550-13-13; email: client@gemotest.ru

https://gemotest.ru

Jlabopatopun KDL

Bbonee 80 odrcoB B Mockse u MO.

8 495 266 36 13; email: info@kdl.ru

https://kdl.ru

Tabnuua B.2. DkcnepTHbIE HEHTPHI 10 AMHJIOUI03Y

Ha3zBanue uentpa

Otnenenue

Anpec nentpa, teiedon, email

Beo6-caiit

HMUILIK um. Axk.
E.W. YazoBa

DKCHepTHBINA HEHTP 1O

aMIJIOUI03Y cepiia

Mockea, yn. Axademuxa Yazosa, 0. 15a

8 (495) 150-44-19; info@cardioweb.ru

DKCIEPTHBIA LIEHTP 10 AMHUIIOUIO3Y

cepana (cardio.ru)

HMMHIL] nm.

B.A.AnMa3zosa

I'pynna amunonnosa

Cankr-IlerepOypr, yi1. AkKyparoBa, 1. 2;
8 (812) 660-37-06; pmu@almazovcentre.ru

I'pynna amMmmiionsiosa

(almazovcentre.ru)

HMUI TTIM Kapaunonoruueckoe oraenenue Mockaa, [lerposepurckuii nep. 10 Kapanonoruueckoe oTeneHue
8 (495) 212-07-13; pr-gnicpm@mail.ru (gnicpm.ru)
I'KB Ne31 um entp mo MHPUABTPATUBHBIM Mockga, yi. JlobaueBckoro 1. 42, kop.6, ka0.528; | [Kb Ne31 nm. akagemuka .M.

akagemuka I'.M

CasennpeBoit

3aboneBanusaM cepaua (Kagpenpa
MPONEIEBTUKU BHYTPEHHHUX

6ones3uneit JI® PHUMY)

8 (977) 193-79-29; truongthianh0302@gmail.com

Cagenbenoii (gkb-31.ru)



mailto:info@invitro.ru
https://www.invitro.ru/
mailto:client@gemotest.ru
https://gemotest.ru/
tel:+74952663613
mailto:info@kdl.ru
https://kdl.ru/
mailto:info@cardioweb.ru
http://v.cardio.ru/about/institut-klinicheskoj-kardiologii/ekspertnyj-tsentr-po-amiloidozu-serdtsa
http://v.cardio.ru/about/institut-klinicheskoj-kardiologii/ekspertnyj-tsentr-po-amiloidozu-serdtsa
mailto:pmu@almazovcentre.ru
http://www.almazovcentre.ru/?page_id=17837&ysclid=ln8016z8x3800924065
http://www.almazovcentre.ru/?page_id=17837&ysclid=ln8016z8x3800924065
mailto:8%20(495)%20212-07-13
mailto:pr-gnicpm@mail.ru
https://gnicpm.ru/staczionarnaya-pomoshh/kardiologicheskoe-otdelenie-2.html?ysclid=ln80q91enr215104186
https://gnicpm.ru/staczionarnaya-pomoshh/kardiologicheskoe-otdelenie-2.html?ysclid=ln80q91enr215104186
mailto:truongthianh0302@gmail.com
https://www.gkb-31.ru/
https://www.gkb-31.ru/
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Ha3zBanue nenrtpa

Otnenenue

Anpec nienTpa, tenedon, email

BeoO-cant

HMMHILIK nm. Ak.

Otnen paIMOHYKIUTHON

Mocksa, yn. Akaoemuxa Hazosa, 0. 15a

Otaea paIuoOHVKINIHOU

E.N. YazoBa JUArHOCTHKH M ITO3UTPOHHO- 8 (495) 150-44-19; info@cardioweb.ru JUArHOCTHKH
OYMHCCUOHHOU TOMOTpapuu (cardioweb.ru)

LIBKI um. A.A. Otnenenue paarorn30TOTHON KpacHoropck, n.HoBsii, 1.1; PenTrenosornueckui

BumaeBckoro JMAarHOCTHKH paaunosiorudeckoro | 8 (499) 645-52-34; 3hospital@mil.ru 1eHTp (raystudio.ru)

IIeHTpa

I'KB Nel um. H.U.

OTI[CJIGHI/IG paHHOHSOTOHHOﬁ

Mocksa, JIeHuHckmit ip-KT, 10k8

Otnenenus (gkbl.ru)

[Tuporosa auarHocTuku Ned4 8 (495) 954-49-02; siogkbl@zdrav.mos.ru
I'KB Ne50 Jlabopatopus paaronszoronHoil | Mocksa, yi. Byuernua, n. 21; JlabopaTopus
JTUArHOCTHKH 8 (495) 870-36-12; gkb50@zdrav.mos.ru PaIMOU30TOITHOM
nuargoctuk - (50gkb.ru)
I'Kb um. JI.J1. Panunousotonnas naboparopusi | Mocksa, yi. 11-a IlapkoBas, 1.32, kopiyc Pagnounsoronnas
ITinerneBa 2, 7 srax; 8 (495) 465-40-71; ril- naboparopus (gkb57.ru)

pletneva@yandex.ru

HUU CHU um. H.B.

CxnrdocoBCKOTO

Otnenenue paguorn30TONHON

AUAarHOCTHUKU

Mocksa, bonbimas CyxapeBckas IIIomaib,
nom 3; 8 (495) 280-15-61;

sklif@zdrav.mos.ru

Otnenenue

PATMOU30TOITHOUN

JTUArHOCTHUKH (IMos.ru)

Mooicno nposooums no OMC no nanpagéneHuo NOJUKIUHUKY HO MECHY HCUMETbCMEd.



mailto:info@cardioweb.ru
https://cardioweb.ru/about/institut-klinicheskoj-kardiologii/item/46-otdel-radionuklidnoj-diagnostiki-i-pet
https://cardioweb.ru/about/institut-klinicheskoj-kardiologii/item/46-otdel-radionuklidnoj-diagnostiki-i-pet
https://cardioweb.ru/about/institut-klinicheskoj-kardiologii/item/46-otdel-radionuklidnoj-diagnostiki-i-pet
tel:74996455234
mailto:3hospital@mil.ru
http://www.3hospital.raystudio.ru/161/
http://www.3hospital.raystudio.ru/161/
http://maps.yandex.ru/?text=%D0%9C%D0%BE%D1%81%D0%BA%D0%B2%D0%B0,%20%D0%9B%D0%B5%D0%BD%D0%B8%D0%BD%D1%81%D0%BA%D0%B8%D0%B9%20%D0%BF%D1%80-%D0%BA%D1%82,%2010%D0%BA8
tel:+74959544902
mailto:siogkb1@zdrav.mos.ru
https://www.gkb1.ru/departments/otdelenie-radioizotopnoy-diagnostiki/
mailto:gkb50@zdrav.mos.ru
https://www.50gkb.ru/index.php/laboratoriya-radioizotopnoj-diagnostiki
https://www.50gkb.ru/index.php/laboratoriya-radioizotopnoj-diagnostiki
https://www.50gkb.ru/index.php/laboratoriya-radioizotopnoj-diagnostiki
mailto:8%20(495)%20465-40-71
mailto:ril-pletneva@yandex.ru
mailto:ril-pletneva@yandex.ru
https://gkb57.ru/department/28/?ysclid=ln7z7p25q3195453148
https://gkb57.ru/department/28/?ysclid=ln7z7p25q3195453148
tel:+74952801561
mailto:sklif@zdrav.mos.ru
https://sklif.mos.ru/departments/radioisotope-diagnostics/?ysclid=ln7zk8x9gg182510696
https://sklif.mos.ru/departments/radioisotope-diagnostics/?ysclid=ln7zk8x9gg182510696
https://sklif.mos.ru/departments/radioisotope-diagnostics/?ysclid=ln7zk8x9gg182510696
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IMpunoxenue I
[Ikana 5-neTHero pucka BHe3anmHou cepaeuHoi cmeptr - HCM Risk-SCD (eBpomnetickast
MoJieib ¢ u3MeHenusimu 2018 r.)

[TapameTpsl OtBet/3HaueHUs
1. Cemeitnbiii anamue3 BCC Jla/aeT
2. CUHKOMBI Ha/aer
3. HyXXT Ha/uet
4. MakcumanbHas TommuHa cteHkr JDK (M) 10-35
5. Bospacr (y1eT) 16-80
6. Huametp JIIT (MmMm) 28-67
7. IluxoBslii rpaguent gasienus B BOJDK (MM pT.cT) 2-154

[TapameTpsl BHOCsTCs B "Kanmbkynsatop" Ha caiite http://doc2do.com/hcm/webHCM.html

S-netauii puck BCC pacuutaercs o hopmyiie
P :1_0 998 exp(ITporaocTHYeCKUit HHACKC)
9

r7ie

P - 5-netnuii puck BCC

[Tpornoctuueckuit ungexc = 0,15939858*Makcumanbras tonmunaa crenku JOK (Mm) —
0,00294271*MaxcumanbHas TomuuHa crenku? (Mm?) + 0,0259082* Iuamerp JIIT (mm) +
0,00446131*Makcumanbnbiii TpagueHt BOJDK (mm pr.ct.) + 0,4583082*Cemelinbiii
anamae3 BCC + 0,95263 * Hy XXT + 0,71650361*Heo0bsacaumbie Cuakomnsl -0,01799934
* Bo3pacT Ha MOMEHT KJIMHHUYECKOM OIEHKH (JIET).

Kitou (uHTEpnperanys)

NKJI*** mokazan, ecu puck 6%
UK *** moxeT ObITh paccMOTpeH, eciiu puck 4%, Ho < 6%;

HNKJI***, xak mpaBUII0, HE TIOKa3aH, eCiu pucK < 4%.

Coxpawenue: BCC (SCD) — Bue3anHas cepaedynas cmepts, HCM — runeprpoduyeckast
kapauomuomnatusi, JIII — neBoe mnpeacepaue, BOJIK — BbIBOJHOW OTOEN JIEBOTO
xemynouka, WKJ[ - wuMmmmantupyemsiii kKapauoseprtep-aedudpuiuisitop, Hy KT -—
HEYCTONYMBAs )KEITyJOUKOBas TAXUKaPAHS



http://doc2do.com/hcm/webHCM.html
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Ipuioxenue /1

[Mxana MAGGIC-HF (c uamenenusimu 2021 r.).

@DakTOpBI pUCKA BapuaHTbl basnel
®B JIXK, % <20 | 20-24 25-29 30-34 35-39 >40
+7 +6 +5 +3 +2 0
Bo3pacr, roasr <55 | 55-59 60-64 65-69 7074 | 75-79 | >80
OB JIXK <30% 0 +1 +2 +4 +6 +8 +10
®B JDK 30-| O +2 +4 +6 +8 +10 +13
39%
®B JIXK >40% 0 +3 +5 +7 +9 +12 +15
CAL, mm pt. cT. | <11 110- 120- 130- 140- | >150
0 119 129 139 149
OB JIXK <30% +5 +4 +3 +2 +1 0
®B JDK 30-| +3 +2 +1 +1 0 0
39%
OB JIXK >40% +2 +1 +1 0 0 0
Nunekc maccel <15 15-19 20-24 25-29 >30
Tena, Kr/m2
+6 +5 +3 +2 +1
Knacc NYHA 1 2 3 4
0 +2 +6 +8
Kpearunus, <90 | 90-109 110- 130- 150 170—- | 210- | >250
MKMOJIB/TT 129 149 169 209 249
0 +1 +2 +3 +4 +5 +6 +8
My:xckoi 1ot +1
Kypenune +1
Cl +3
XOBJI +2
XCH B mocmemnue 18 +2
JIeT
be3 6era-610kaTtopos +3
bes UAII®D/BPA +1
Hroro
WNHurtepnperanus:

Cymma 6GamnoB Bapbupyercs ot 0 6amnoB (1,5% nns 1-netHero pucka u 3,9% st 3-1eTHEro pucka
cmepTtHOCTH) 10 50 6amnoB (84,2% mist 1-netHero pucka u 98,5% mis 3-eTHero pucka CMEpPTHOCTH).
Huskuit puck: 3-netHuil puck cmeptHoctu <23%, cpennuit puck - ot 23% no 39%, BBICOKMH pUCK >
39%.

[Ikaya TOCTYITHA TTOJIB30BATEISIMU CETH UHTEPHET 1o agpecy Www.heartfailurerisk.org)



http://www.heartfailurerisk.org/
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IMpunoxenue E.

OnpocHuk SF - 36 «Ouenka kauyecTBa >KU3HI)
®.1.0.

JlaTa 3amoHeHHs

1. Kak 0b1 Bbl B nesioM oneHHJIH 2. Kak 0b1 Bl B 11€J10M OLIEHWJIH CBOE 310POBbe
cocTosiHue Bamero 310poBbst ceifyac o cpaBHEHHUIO C TeM, YTO ObLI0 Ioj
(o6Benute onmHy UGPY) Ha3aj (oOBeauTe OqHY UPPY)

OtnuaHoe 1 3naunTenbHO JIydlle, YeM Toj Ha3a. 1
Ouenb xopoliee 2 HeckonbKo dydlie, 4eM roj Hazaj 2
Xoporee 3 IIpumepHo Tak ke, Kak roj] Ha3aja 3
ITocpencrBeHHoOE 4 HecKoJIbKO XYK€, UeM roJ] Ha3al 4
[Tnoxoe 5 Topasmo xyxe, 4eM roj Ha3aa 5

3. Cienymomue BOpochl KacawTces GU3NYecKuX HATPY30K, ¢ KOTOPbIMU Bbl, BO3MOKHO, CTAJIKHBaeTeCh
B TeYeHHe CBOero 00bIYHOI0 IHA.

OrpanunuuBaet jiu Bac cocrosinue Bamero Ha, Jla, HemHoro Hert, coBcem He
3/10pPOBbSl B HACTOsIIIIEE BPeMSI B BHINOJIHEHUN  3HAYUTEILHO OTPaHUYUBACT OTPaHUYUBACT
nepevncaeHHbIX HIKe (PU3UIECKUX OTpaHUYUBAET

Harpy3ok? Eciu ga, To B kakoil creneHu?
(o0OBeauTe oIHY UGPY B KAXKI0H CTPOKE)

A. Tsoxenple pu3nvecKkne HArPy3KH, TAKHE KakK 1 2 3
6er, IHOAHATUEC TH)KeCTeﬁ, 3aHATHUEC CUJIOBBIMH
BUJIAMH CIIOPTA.

b. YMepennslie puzndeckue Harpy3KH, TaKkue Kak 1 2 3
HEepPEeIBUHYTH CTOJ, IIOPadOTaTh C MBUIECOCOM,
cOOMpaTh TPUOBI WK SITOJTBL.

B. ITogHATh WM HECTU CYMKY € ITPOyKTaMHU. 1 2 3

I'. I[TogHATHCS MEMIKOM 110 JIECTHHUIIE HA 1 2 3
HECKOJIBKO TIPOJIETOB.

JI. TlogHSATHCS MEIIKOM MO JIECTHHUIIE HA OJUH 1 2 3
MPOJIET.

E. Haknonutbcsi, BCTaTh Ha KOJIEHH, PUCECTh HA 1 2 3
KOPTOYKH.

K. TIlpoiitu paccrosiHue 0ojiee OIHOTO 1 2 3
KHJIOMETPA.

3. TIlpoiitn paccrosHuE B  HECKOJBKO 1 2 3
KBapTaJIOB.

1. Ilpoiitn paccTosiHME B OUH KBapTall. 1 2 3

K. CamocTOSITENBEHO BBIMBITBCS, OJEThCH. 1 2 3
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4. bpiBaJjio 11 3a mocJiennue 4 Hemean
Tak, 4To Bame puznueckoe
COCTOsIHHE BBI3BIBAJIO 3aTPY/IHEHUS B
Bamueii paGore niam Apyroi o0bIYHOM
TMOBCEeTHEBHOM J1esITeJIbHOCTH,
BCJIE/ICTBHE Yero: (00BenuTe oaHy
U py B KAXKIOH CTPOKE)

Jla Her

A. TIpuiinock COKpaTUTh KOJIMYECTBO 1 2
BpEMEHH, 3aTpaunBaeMoe Ha paboTy
WM IpyTHUE Aena.

b. BemmonHWIM MEHbIIIE, YeM XOTEH. 1 2

B. Bl Obu1H OrpaHuveHsI B 1 2
BBITIOJTHEHUH KaKOT0-JTHO0

OIIPEIEIIEHHOT0 BUIa padOT MK JPYyToit
JeSITETbHOCTH.

I'. beu TPYyIHOCTH TIPH BHITTOJTHEHUT 1 2
cBoel paboTHI MK APYTHX JET

(HarmpuMep, OHU TOTPEOOBATH

JIOTIOJTHUTEIBHBIX YCHIIHN).

6. Hackoabko Bame gu3suyeckoe u IMOIMOHATbHOE
COCTOSIHHE B TeUEeHHe MOCJIeTHUuX 4 Heae b Memaao Bam
MPOBOJIUTH BpeMsI C CeMbeid, IPY3bsIMU, COCeSIMU UJIH B

KOJIJIEKTHBe?
(oOBenuTe OHY TTUPPY)

CoBceM He Memaino
Hemuoro
YMepeHHo

CunbHO

OueHb CHIBHO

8. B kakoii cTenenu 60,16 B TedeHHe NMOCTeTHNX 4 HeeJIb Memaaa Bam
3aHMMaThbcs Bamleii HopmanbHoii padoToii (BKJI04Yasi paGoTy BHe A0Ma WIH

5. BeIBaJO JuM 3a mnociaegnue 4
Hedeau, uTo Bame 3MounmoHabHOE
COCTOSIHME BbI3bIBAJIO 3aTPYyAHEHHS
B Bameii pa6ore wuaum apyroi
00bIYHOI MOBCEeIHEBHOI
NeATeIbHOCTH, BCJIEICTBHE 4Yero
(oOBemute oany uUppPy B KaKAOH
CTPOKE)

Ja Her

A. IIpunuIocs COKpaTUTh KOJTHMIECTBO 1 2
BpPEMEHH, 3aTPayrBaeMOro Ha paboTy
WM IpyTHE AeTa.

b. BeimonHWIM MEHBIIIE, YeM XOTEIH. 1 2

B. Beimonssiu cBoto paboty win 1 2
JpyTHE Jiesia He TaK aKKypaTHO, KaKk
00BIYHO

7. Hacko01bKO CHWIBHYIO (U3HYECKYIO
00416 BBl HCNIBITHIBAJIN 32 TTOC/IEIHHE
4 wenesn?

(oOBenmuTe oqHy UGPY)

no aomy)? (o6Benute oxaHy nnudpy)

1 CoBceM He UCTIBITHIBAN() 1
2 Ouensb cnabyro 2
3 Cnabyto 3
4 YMepeHHyo 4
5 CunbHyro 5
OueHb CUITBHYIO 6
CosceMm He
Mernana
HemHoro
YMepeHHo
CunpHO

OueHb CHIILHO

a b~ W N
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9. C.ﬂenyloume BOIIPOCHI KACAKTCH TOI'o, Kak Bbl cedst YYBCTBOBAJIH, H KAKUM obL710 Bame

HACTPOCHHUE B TCUCHUEC MOCTICAHUX 4 Heae/Ib.

MoxkanyiicTa, Ha Ka:KAbI BoNpoc
JaiiTe OUH OTBET, KOTOPLI HanboJIee
cooTBeTCcTBYeT Bammm omymenusim.
(o6Beaute onmHy 1UGPY)

A. Bbi uyBcTBOBaNM cebst 601pbIM(0¥)?
b. Bel cumpHO HepBHUYAH?

B. Br1 uyBcTBOBasN ceOs TakuM(0if)
ITOAABJICHHBIM( 0¥ ), YTO HUYTO HE MOTJIO
Bac B360apuTs?

I'. Bel uyBcTBOBaJHN ce0st CHOKOMHBIM(0OM)
¥ yMHUPOTBOPEHHBIM (011)?

J1. Be1 awyBcTBOBaINM ce0s1 OTHBIM (0i1)
CHWJI ¥ 3Heprum?

E. Bol uyBcTBOBaNM ceOs ymaBmmm(oil)
JyXOM | TeUaabHBIM(0i1)?

7K. Bel uyBcTBOBaNIN Ce0s
M3MY4eHHBIM(0i1)?

3. Bo1 uyBcTBOBaM cedst
cYacCTIINBBIM(0#)?

W. Be1 wyBcTBOBaNM cebst ycraBmmm(ei)?

Bce
BpeMs

Bonpuiyro
4acThb
BpEMEHHU

2

10. Kak 4yacro 3a mociaennue 4 Henean Bame ¢usuyeckoe win
IMOIMOHAJILHOE COCTOSIHHME Melajgo BaM aKTHBHO 00IIATHLCHA C

moaeMu? (ooBenuTe oxHy mHdpy)

11. Hackonbko BEPHBIM nin
HEBEPHBIM npeacraBisiioTcst o
OTHOLIEeHMIO kK Bam kaxmoe n3 Huxe
NnepeYncaeHHbIX YTBEePKIeHN ?
(o6BenuTe ontHY MUGPY B KAXKIOH CTPOKE)

a. MHe kaxercsi, 4To 5 6oJyiee CKIOHEH K
0oJIe3HsAM, YeM ApyTrHe

0. Moe 310poBbE HE XYXKE, UeM Y
OOJIBIIMHCTBA MOMX 3HAKOMBIX

B. S 0:kMa10, 4TO MOE 3[I0POBbE
YXyOqUInuTcCA

r. Y MEeHs OTVINYHOE 37I0POBbE

OrnpeneneHHo
BEpHO

BpEMEHHU
Wnorna
Penxo
Hu pazy
B He B
OCHOBHOM 3HAaK OCHOBHOM
BEPHO HEBEPHO
2 3 4
2 3 4
2 3 4
2 3 4

Yacto HUnor

aa
3 4
3 4
3 4
3 4
3 4
3 4
3 4
3 4
3 4

Bce Bpems

Bosburyto yacts

Pen Hn

KO pa3y
5 6
5 6
5 6
5 6
5 6
5 6
5 6
5 6
5 6

1

2

3

4

5

OnpeneneHHo
HEBEPHO

5

5

5

5
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Hpuiaoxenue K.

HIKAJIA OHEHKHU KJIIMHUYECKOI'O COCTOAHUSA BOJIBHOI'O
(IHOKC, momuuxanus B.FO. Mapeena, 2000 r)

0 1 2 3
1. Oppimika Her IIpu Harpyske B noxoe
2. Msmenwics mm3a | Her YBennuuics
MOCIICAHIOIO HEEIIO
BEC
3. XKanoObr Ha Her Ectpb
nepedou B padbote
cepana
4. B xakom I'opuzon- C npunoaHsATHIM 1 + HOYHEBIE Cuns
MIOJIOKEHUU HAXOJIUTCA | TAJIBHO TOJIOBHBIM KOHIIOM | YAYLIbS
B ITOCTEJIH (+2 momymikm)
5. HaOyxmmue meitnsie| Her Jlexa Cros
BEHBI
6. XpuIibl B JeTKUX Her Huxuue otnensl o nonarok (o | Hax Beeit
(mo 1/3) 2/3) [TOBEPXHOCTHIO
JIETKUX
7. Hanuuue putma Her Ectp
rajora
8. Ileuenn He Jlo 5 cMm bonee 5 cM
yBEITUYECHA
9. Orekn Her ITacTo3HOCTB Otexku AHacapka
10. Yposens A/l >120 100-120 <100

Cymma 6amnoB — ot 0 (moiHoe otrcyTerBre npu3zHakoB XCH) o 20 (kputnueckas XCH)

o HTIOKC 6a/i1bI COOTBETCTBYIOT

| ®K no 3,5 6amnoB

Il ®K 3,5-5,5 6amos

Il ®K 5,5-8,5 6ammoB
IV ©K 0Ooitee 8,5 6amios
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IIpunoxenne 3.

Ta6nuna 3.1 Ucxoaubie faHHBIC 71 paCCYUTAHUS YYBCTBUTEILHOCTH U

cenn(pUIHOCTH pa3HbIX MoKa3aTenel npu auddepennannu ammionaosa or 'KMIL

[Toxazarenn Amunonios (n) I'KMII (n)
Hanuuue 61 18
Bo3spact >61 ron
OtcyTcTBHE 20 69
CHUMMETpHYHOE YTOJIIIEHNE Hamiane 48 24
crenku JOK, n (%) OrcyTcTBHE 9 60
OTtcyTcTBUE 61 35
Oo6ctpykims BOJDK, n (%)
Hanuuue 0 50
CHCTOINYECKOTO IBUKECHUS OrcyrcrBue 61 47
IICMK, n (%) Hannuwue 0 38
Hanuuune 49 27
XCH II-1V ®©K, n (%)
OtcyTcTBHE 26 60
Hanuuue 42 12
CK®<60 m/mun/1,73 M2, n (%)
OtcyTcTBHE 29 65
ApTrepuanbHas TMIOTEH3Us, N Hann4aune 21 1
(%) OTtcyrcTBHE 60 86
Hanuuune 38 21
[Tporeunypus >0,035 r/n Oreyrersne 2 65
Hwuskwii Bobrax Ha KT, n (%) Hame 28 .
OTtcyrcTBHE 26 86
Hanuuue 34 0
3epHuUCTOCTh MUOKapa, N (%)
OtcyTcTBUE 27 87
KanpunHo3, yronmenue CTBOpPOK, Hannuune 50 14
n (%) OtcyTcTBHE 9 87
Hanuune 36 10
Puponepxapa, N (%) OrcyrcTae 41 77
[Ipu3Haky neroyHoim Hanuune 37 25
runeprensu, N (%) OtcyTcTBHE 21 42
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Tabnuna 3.2 UcxoaHbie JaHHbBIE 7151 paCCYUTAHUS YyBCTBUTEILHOCTU U

cenuPpUIHOCTH pa3pabOTaHHOM IIKAJIbI 110 €€ cyMMe OallioB

[ToporoBoe 3Hau€HME O Amusionn I'KMII
cyMMe OaJIoB IIKAJTbI 03 (n)* (n)*
<0 > [loporoBoe 3HaueHUE 64 >47
< IloporoBoe 3HaueHHnE 0 <28
1 > [IoporoBoe 3HaueHUE 63 8
< [loporoBoe 3HaueHHE 1 67
2 > [loporoBoe 3Hau€HUE 60 5
< [ToporoBoe 3HaueHUE 4 70
3 > [ToporoBoe 3Ha4YCHHE 55 2
< IloporoBoe 3HaueHNE 9 73
>4 > [loporoBoe 3HaueHUE <50 0
< [IoporoBoe 3HaueHuE 14 75

*- BanuaHoe unciio B pa3paboTanHoi mikane: Amunonao3, N=64; 'KMII, n=75

Tabnuna 3.3 UcxonHbie JaHHbBIC U1l pACCYMTAHUS YyBCTBUTEIILHOCTH U

cnenuduunoctu DXOKI nokazareneit npu auddepermanuu ammiono3za ot ['JIK 6e3

N3C.
[MokazaTenu Awmwunonio3 (n) ['JIK 6e3 U3C (n)
Tonmuua MIIII >7,3 MM Hannume 27 0
OtcyrcTBUE 6 30
Jlmn >45,3 Mm Hamune 17 5
OtcyrcTBUE 16 25
uKCOmm >33,4mn Hammume 28 14
OrtcyrcTBHE 5 16
uKCOmm >26,4 mi/m2 Hammume 26 12
OtcyrcTBUE 7 18
Jnactonuueckas JUCHYHKIUS > 2 Hamume 22 3
Tan OrcyrcTBue 11 27
E/e' >6,78 Hammaue 30 8
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[Tokazarenu Awmuionios (n) I'JIXK 6e3 1U3C (n)

OtcyTcTBUE 3 22

3epHUCTOCTh MUOKAP/Ia /N Hannuue 20 1
MOBBIIIIEHHAS DXOT€HHOCTD OrcyreTBre 13 29
Vrommenane MK >4 mm Hanmame 28 7
OtcyrcTBUE 5 23

Vromuenune AK >1,5 mm Hamumame 23 9
OtcyrcTBUE 10 21

Twvokn >17,8 Mm Hamumame 16 7
OtcyrcTBUE 17 23

T3¢ >15,6 Mm Hanmume 14 5
OtcyrcTBUE 19 25

Tk >4,3 MM Hannaue 28 11
OtcyrcTBUE 5 19

IM'uaponepukapy Hannane 15 2
OtcyrcTBUE 18 28

XCH I11-1V ®K mo NYHA Hannane 16 4
OtcyrcTBHE 17 26

SF36- PCS <34,47 6amnoB Hannume 26 4
OtcyrcTBUE 7 26

e’ narepanbHbiil <10,55 cm/c Hannume 28 7
OtcyrcTBUE 5 23

e’ MeauanabHbIH <8,39 cM/c Hannume 26 4
OtcyrcTBUE 7 26

s naTepaibHblil <6,92 cm/c Hanuume 21 1
OtcyrcTBUE 12 29

S MeJMaNbHEIN <7,55 cM/c Hanpume 23 7
OrtcyrcTBHE 10 23

TAPSE <20,2 Mmm Hannuue 22 7
OtcyrcTBUE 11 23

MLi >4,38 r/m2*mm Hannuue 25 5
OtcyrcTBUE 8 25

MBc >67,67 r/M2*MB Hannume 23 9
10 21

OtcyrcTBUE
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Tabnuna 3.4 Ucxoaubie JaHHbBIE 711 paCCYUTAHUS YyBCTBUTEILHOCTU U

cenu(pUUIHOCTH pa3HbIX MoKa3aTenel nmpu aAuddepernranu MyKOIoIucaxapui030B OT

['JI2K 6e3 U3C.
[TokazaTenu Myxkononucaxap | I'JIK 6e3 U3C

u10361 (N) (n)

Vrommuenne MK >5 mm Hamuuue 24 1
OTtcyTcTBUE 8 29

[Tponanc MK Hanuuune 13 4
OtcyTcTBUE 19 26

IToBbIlIEHHAsE 3XOT€HHOCTD Hannune 11 1
MHUOKap/a OtcyrcTBHE 21 29
3y6en Q na OKI Hamuuune 25 12
OtcyTcTBUE 7 18

ACHMMETpPUYHOE yTOJILIECHUE Hanuuue 25 13
crenku JDK OtcyrcTBUE 7 17
ST-T usmenenue OtcyTcTBUE 30 15
Hanuuue 2 15

OKI-npusnaku I'JDK OtcyTcTBUE 27 11
Hannuue 5 19

Ta6nuna 3.5 UcxoaHbie faHHbIC 711 pACCYUTAHUS UyBCTBUTEIBLHOCTH U

cnerupuyunocty KT u XM OKI nokazareneii npu nuddepernuaniuu aMuion103a ot

['JIK 6e3 U3C.
[MTokazarenu Awmwunonnos (n) | IJIK 6e3 U3C (n)
CymMma ammutyj koMmiiekcoB QRS B Hanuunue 21 10
OTBEICHUAX OT KOHEYHOCTEN <30 MM OTCyTCTBHE 12 20
Hanuuue 23 7
Nunexc Coxonoa-Jlaiona <1,85 mB
OtcyrcTBHE 10 23
SDNNi <46,1 mc Hammiie 24 S
OtcyrcTBHE 9 22
' Hanmuuue 30 4
SDANNI <105 mc
OTtcyrcTBHE 3 26
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[Toka3zaTenu Amunonzos (n) | TJIK 6e3 U3C (n)
. Hanuune 31 4
Hupkanueiii uaaexe <1,185 Otcyrersue 5 6
TINN <511,7 mc Hammie 30 8
OTtcyTcTBUE 3 22
Hannuue 26 8

NN50 <7,12 %

P e OtcyTcTBHE 7 22
rMSSD <25,9 mc Hanine 26 0
OTtcyTcTBUE 7 21
Hanwane 25 13
FORIC >21/cyrin OTtcyTcTBHE 8 17
Hannuue 21 4
HKIC >37/cyman OTtcyrcTBHE 12 26
Hanmnune 16 1
Kynnere KIC OTtcyTcTBUE 17 29
Hanmnune 8 0
Hy KT OtcyTcTBUE 25 30
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baarogapuocTu

[IpoBeneHre MAHHOTO UCCIEAOBAHUS M €ro IMyOJIMKalMs CTadd BO3MOKHBI

6J1arozlap51 MHOT'MM JIFOJAM U OpraHU3allUAM.

bonbiie Bcero s GmarojapeH MoeMy HaydyHOMY pykoBoautento Pesnuk Enene
BrnanumupoBHe, TOKTOPY MEAMIIMHCKUX HAyK, 3aBeAyIOIIeMY Kadeapoil MporeaeBTUKU
BHYTpeHHUX Oone3Heit seuebHoro d¢akynprera PHUMY wum. H.M. Iluporosa 3a
3HaYMMbIC 3aMEYaHMs, BaXKHEHUIIINE COBETHI U 3a IMOMOIIb Ha BCEX dTamax BBIMOJIHEHUS

JIMCCEPTaLINH.

Ot nymu Ojarogaprd MOETO HAy4yHOTO KOHCyinbTaHTa CeMsukuHy AJuty
HuxomnaeBHe, NOKTOpa MEIULMHCKUX HAyK, IVIABHOTO HAYyYHOrO COTPYIHMKA OTAENa
ximHndeckor renetukn HUKU neguatpum u nerckon xupypruu um. akagemuka fO.E.
Benptumera ®I'AOY BO PHHUMY wum. H. U. IluporoBa MunszapaBa Poccum 3a

SHAYHUMBIC 3aMCUaHUs, BA’)KHBIC COBCTHI ITPH ITPOBCACHHUN HACTOAIICTO UCCIICIOBAHUS.

Belpakato riayOOKyl0 MpH3HATENbHOCTh O(PUUMATIBHBIM ONIOHEHTaM 32
BBICOKOKBJIN()UIIMPOBAHHBIE U OOBEKTUBHBIE OT3bIBbI, KOTOPBIE MO3BOJIUIN BBIIBUTH
HEJOCTaTKU M TJyO)Ke MOHATh 3HAUYECHHE BBIMOJHEHHOW HaMHu palbOThl, & TaKXKe 3a

OOIIYI0 TIOJIOKUTENIbHYIO OLEHKY AUCCEPTALIMH.

Uckpenne Onarogapen IllkonpHuKOBON Mapuu AJnekcaHApOBHE, JOKTOPY
MEIUIMHCKUX HAYK, PYKOBOIUTENO0 DenepaibHOTO JETCKOr0 HAyYHO-TIPAKTUYECKOTO
LIEHTpa HapyILIEHU CcEpACYHOro putMa MHUHUCTEPCTBA 34paBooxXpaHeHuss Pocculickon
®denepauuy 3a MPEJOCTABICHHE BO3MOXXKHOCTM HaboOpa MAlMEHTOB U OOCIEIOBaHHUU
POJICTBEHHUKOB OOJBHBIX, 3HAYMMbIC 3aMEUaHMUs W 3a TOMOIL TPHU BBINOJHEHUH

JIUCCEPTALINH.

Xotenock Obl BhIpa3uTh OnarogapHocts ['enmiuny I'ennaguio EdumoBuuy,
JOKTOPY MEIULMHCKUX HayK, npodeccopy kadeapbl TOCIUTAIbHONW Tepamuu HUM.
akagemuka ['.U. CropoxakoBa JI® PHMUMY wum. H. W. Iluporosa 3a 3Haunmble

3aMeyYaHMUsl, BAXKHBIE COBETHI 110 OPOPMIIEHUIO JUCCEPTALIMH.

ABTOp BbIpaxaeT npu3HaTelbHOCTh KOJUIEKTUBY ['Kb No31 um. akagemuka ['.M.
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CaBenbeBoOii: NPE3UACHTY, JOKTOPY MEAUIMHCKUX HayK, WieHy-koppecnonaeHty PAH
['omyxoBy I'eopruto HaranoBuuy; rinaBHOMYy Bpauy, KaHAUZATY MEIUIUHCKAX HAYK
Edpemopoit Hartanbe MuxaiinoBHe; KaHIUIATy MEAUIIMHCKUX HAyK, 3aB. OTACICHUEM
kapauosiorun EmenbsHoBuuy JImutpuio EBreHbeBHuy; 3aB. TEpaneBTHYECKUM
oTAcNeHrneM AHMCMMOBON MapuHe AJIEKCAaHAPOBHE; KaHAUAATYy MEIUIIMHCKHUX HAYK,
3aB. otraeneHueM HeBposorun s O6onpHbIX ¢ OHMK IlypaymoBoit Mapune
XacaHOBHE; TOKTOPY MEAUIMHCKUX HAyK, IIaBHOMY MaTojioroanatomy JlemaprameHra
31paBOOXpaHeHUs] T.MOCKBBI, 3aB. MAaTOJIOTOAHATOMUYECKUM OTJeIeHuEeM MuxaneBoun
JlropmMuiie  MuxalioBHE W Jp., 3a TMOMONIb IMPU MPOBEACHUH HACTOSIIETO

HCCJIEIOBAHHUS.

Oco60 Omarogapen HUKW nemuatpum ¥ NETCKOW XUPYPrUM WM. aKaJleMHUKa
IO.E. Benprumesa ®I'AOY BO PHUMY um. H. U. IluporoBa Munszapasa Poccuun n
JUYHO 3aMECTUTENIO JUPEKTOpa HWHCTUTyTa 1O JiedeOHOM paboTe, HOKTOpY
MEIMIIMHCKUX HAYK, 3aB. OTACIEHUS JETCKOM KapauoJoruu u aputMmonoruu Kosanépy
Uropro AnekcanapoBuuy; JOKTOPY MEIMUIIMHCKUX HaykK, rnpodeccopy kadeapsl Helpo-
U MaTOINCUXOJIOTUH, (PaKyIbTeTa Pa3BUTHUA KIMHUYECKON M CHEIHAIBHON TCUXOJIOTUN
BounoBoii Bukropun IOpbeBHE; BeayumieMy HaydHOMY COTPYJIHHMKY OTIEla
kinHudeckod reHetukn PHUMY wum. H.M. IluporoBa bouenkoBy Ceprero
BukTopoBuuy; 3aB. MEAUaTPUUECKUM OTACICHHEM BPOXKIEHHBIX M HACJIEACTBEHHBIX
3a00/ieBaHUM, KaHAWAATY MEAMIMHCKUX HayK, 3aB. JETCKUM KapJIHOJOTHYECKUM
otaenenueM Muknamesnd Mpune MuxaiioBHE; 3aB. OTIEICHUEM KIMHUYECKOM M
MHTEPBEHIIMOHHOW aputmosiorun ConoBbeBy Biaaucnary MuxaitnoBuuy; 3aB.
oTnereHrueM (YHKIIMOHATBHON TMarHOCTUKU HAPYIICHUH cepaeqHoro putMma bopiioBoi
Enene HukonaeBHe; Bpauy ynpTpa3sBykoBoW auarHoctuku IlommroBon Hanexne
MunymeBne; Bpauy (yHKImoHanibHOM auarHoctuku IlanoBoit Enene Bacunbehe;
Bpauy reHetuky JxuBaHmmpsiH ['oap BnagumupoBHe; Bpauy reHetuky JlaHueBou
Mapun AJIeKCaHIpOBHE; Bpauyy  TI€HETHUKY KypamaromenoBou Pabuar

Fa3HMar0Me)1013He 3a MMOMOIIb IMPH NPOBCACHNHU HACTOAIICTO UCCIICAOBAHM.

Xouercs BwIpasuth OnarogapHocth kouiektuBy ['Kb wmm. B.II. Jlemuxosa,
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[JIAaBHOMY Bpady, KaHIuJaTy MeauuuHcKuX Hayk CmerannHoi Ceetiiane BacuiibeBHe;
KaHAUAATy MEIUWLIHMHCKAX HayK, 3aB. KapAUOJIOTHYECKMM oTAeneHueM KyamHoBou

MapI/II/I AJIGKC&HI{pOBHe 3a IIOMOIIb IIPH IIPOBCACHHUN HACTOAIICTO UCCICIOBAHHNA.

Bripaxato 6naronaprocts kowiektuBy [’ Kb um. B.U. BysHoBa, rmaBHOMY Bpauy,
KaHAUAATy MeOuUMHCKUX Hayk CanukoBy AjekcaHipy BuHKTOpoBUYY; KaHAMAATY
MEJIMIMHCKUX HAYK, 3aMECTUTEIIIO TJIABHOTO Bpaya 110 OPraHU3alMOHHO-METOANYECKOU
pabote CupenoBoii HMpune OuiieroBHe; 3aB. MaTOJIOTOAHATOMUYECKUM OTIEICHUEM
[lerpenko Hartanbe BnaaumupoBHe; Bpady- mnarojgoroanaroMmy CrenmaHoBoil EieHe

AJ'ICKC&HI[pOBHe 3a IMIOMOUIb ITPH NPOBCACHNHN HACTOAIICTO UCCICAOBAHMA.

Bripaxkato OnaromapuHocts koiiektuBy ['Kb wum. JI.JI. IlnerneBa u nu4HO
acupaHTy Kadeapsl FOCHUTAIIBHOM Tepanuu neguatpuueckoro (axkyinprera PHUMY
uM. H.W. IInporoa Hryeny Xoanr KbeloHTY 32 MOMOIIb IPH NPOBEAECHUN HACTOSLIETO

HCCICOAOBaHUA.

Beipaxato OnarogapHocts kosuiekTHBY ['Kb Ne 52 JI3M u nuyHO KaHauaaTy
MEAMIMHCKUX HAyK, PYKOBOJWUTEII HAYYHO-TIPAKTUYECKOTO LIEHTpa HEPPOJIIOTHU U
MaTOJIOTUH TPaHCIUIAHTUpOBaHHOM nouku Kortenko Osery HukosaeBudy; KaHauuary
MEIUIMHCKUX HAyK, 3aB. KOHCYJIbTAaTUBHO-AMATHOCTUYECKUM HE(DPOIOrHUECKUM
ornesnieHneM BuHorpanoBy Brnagumupy EBrenseBnuy 3a INOMOIIb NPU IIPOBEACHUU

HaCTOAIICTO UCCIICA0OBAaHUA.

ABTOp BbIpaxkaer mnpuszHatenpHocTh HMUI[ TIIM MunsapaBa Poccuun,
UCKpEHHE OJaroJjapeH KaHauaaTy MeIUIUMHCKUX HayK MsicHukoBy Pomany IletpoBuuy
3a 3HAYMMbIE 3aMEUYaHMS, BAKHBIE COBETHI M 3a NOMOIIb IPHU BBINOJHEHUH
quccepTaunu; Bpauy-tepaneBTy KynpssueBor Mapum MakcuMOBHE 3a MOMOIIL IPU

IMPOBCACHHUN HACTOAIICTO UCCICAOBAHN.

Xotenock ObI BeIpa3uTh Osaromgapaoct Mopososckoit JII'Kb JI3M u nmudaHo 3aB.
OT/ICJICHHMEM HAaCJIEJCTBEHHBIX HapylleHuid oOMeHa BemiecTB KpacHomiekoBoit Hune

AJnekcaHIpoBHE; Bpauy-neauarpy MapteiHeHko JIronmuiie EBrenseBHe.

Bripaxkato OmaromapHocth kojuiektuBy HMMUI] kapawonmorum um. ax. E.W.
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YazoBa ¥ JIMYHO KAaHIWJIATY MEAULMHCKUX HAYK, CTaplIEMy HAYYHOMY COTPYAHHUKY
ornena Ttomorpapum YcriokaHuHy Jmutprro BiaguMupoBudy 3a MOMOUIb IPU

IMPOBCACHUH HACTOAIMICTO UCCIICAOBAHUA].

Xotenoch Obl BbIpa3uTh OnaromapHocts ['BY3 MO MOHUKU um. M.O.
Bnagumupckoro u JM4YHO Bpauyy-HE(POJIOry KOHCYIbTATUBHO-AMATHOCTUYECKOTO
neHrpa AprémoBy JImMutpuro BraguMupoBHdy 3a IIOMOLIb IIPU  IIPOBEACHUU

HACTOAIICTO UCCIICAO0OBAaHUA.

Bripaxkato OnarogapHocTh KoJulekTUBY [opojackoit monukiuauku Ne 212 u
JUYHO TJIaBHOMY Bpady, KaHIUWJATy MEIMIMHCKUX HayK CMHUpHOBY AHJIpeEro
[TaBnOBUYY; 3aMECTUTENO TJIABHOTO Bpaya [0 MEOUUMHCKON dYactu bapuHOBY

Bacumuro BrnaguMupoBuuy npu mpoBeI€HUN HACTOSIIETO UCCIIETOBAHUS.

DTO UcclieIoBaHUE HE ObLIO OBl OCYIIECTBICHO 0€3 3HAUUTEIIBHOM MOMOIIA MOUX
KoJier ¢ Kadeapbl MPOINEAEBTHUKM BHYTPEHHUX Oose3Hell JieyeOHoro (akysibrera
PHUMY wum. H.W. IluporoBa. XoyeTcs BbIpa3uTh OJAroJlapHOCTb JOKTOPY
MEULUHCKHUX HayK, npodeccopy Kadeapbl KypasneBy  AnekcaHapy
KoHcTaHTHHOBUYY; KaHAMIATy MEIULMHCKUX HAyK, JOLUEHTY, 3aB. YYeOHOH YacThbiO
kageaper MorytoBoit IlonmHe AjekcaHIpOBHE; KaHAUAATY MEAMIMHCKUX HayK,
noteHTy kadeapsl Amapunoit TarbsiHe BukTtopoBHE; KaHAUAATY MEAUIIMHCKUX HAYK,
noueHty kapenpsl CtonooBoit Codbr KoHCTaHTHHOBHE; accUCTEHTY Kadeapsl BuioBy
BnagucnaBy BiianmMupoBudy 3a 3HauMMBIE 3aMEUYaHUS M 3a IIOMOIIb B BBIITOJHEHUU

JIUCCEPTALINH.

ITo3BoaBTE BbIPa3nuTb OIrPOMHYIO 6HaFOI[apHOCTB BCCM TCM, KTO IMPHUHAT YU4aCTHC
B HCCICHOBAHHH, IIOATOTOBKC, IIPCACTABIICHHH, Hy@]’[H‘—IHOﬁ 3aIlIUTC U 06CY)KI[CHI/II/I

MOe€W auccepranuu!



