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Pabora BeImonmHeHa Ha Kadeape BHYTPEHHHUX Ooie3Hed QakynpTeTa (yHIaMEHTAIbHOU
MEAMIUHBI (eepabHOTO TOCYAAPCTBEHHOTO OIOHKETHOTO 00pPa30BaTEIBHOTO YUPEKICHUS
BbICIIET0O 00pa3oBaHHsd «MOCKOBCKMH TIOCyJapCcTBEHHbIH yHHUBepcuTeT uM. M.B.
JlomoHOCOBa»

Hayunble pykoBOaAUTE/Ib:

IHaBaukoBa Exaena IleTpoBHa, 10KTOp MEIUIIMHCKUX HAYK, Ipodeccop

Hay4HbIi KOHCYJIBTAHT:

®omun Buxkrtop BHKTOPOBHY, JOKTOp MEIHWIMHCKMX HAyK, Mpodeccop, UJeH-
koppecnonaeHt PAH

OduunanbHbie ONMOHEHTHI:

Kupos Urops BurtajbeBu4, TOKTOP MEAMIMHCKMX HAyK, BEIyIIMH HAYYHBIM COTPYIHUK
ornena 3aboNeBaHMH  MHOKapAa MW CEpPAEYHOM  HEJOCTAaTOYHOCTH  (perepasbHOro
rOCyJAapCTBEHHOTO OI0IKETHOT'O YUPEKICHUS «HanmonansHbII MeIUITMHCKAN
WCCIIEIOBATENbCKUI LIEHTP Kapauojiorun umeHn akaaemuka E.M. YazoBa» MwunmucTepcrBa
3apaBooxpanenusa Poccuiickon @eneparnuun

Bamakmanze Hato Jl:kymO0epoBHa, IOKTOp MEIUIIMHCKHX HayK, mpodeccop Kadeaps
(bakyJIbTeTCKOW MeANaTpuH MeAUaTPHIECKOro (akynbpreTa (enepaabHOro rocyJapCTBEHHOTO
aBTOHOMHOTO  00pa30BaTEIbHOTO YUpPEXKJEHUsS  BhIiciiero oOpaszoBaHusi «Poccuiickuit
HallMOHAJIBHBIN HCCIIEOBATEIbCKUN MEIUIMHCKUNA yHHBepcuteT uMenu H.UM. Ilmporosa»
MunucrepcerBa 3apaBooxpanenus Poccuiickon denepanuun

Benymas opranusanus:

®denepalibHOE TOCYJAPCTBEHHOE OIOKETHOE YyupexiaeHue «HalunoHanbHbI METUIMHCKUN
WCCIIEZIOBATEIbCKUI EHTP Tepanmud H NPOPMIAKTUYECKOW MeIuIuHb) MUHHCTEpCTBaA

3apaBooxpanenus Poccuiickon @enepanum

3amura COCTOUTCS «_ » 2024 roma B 13:00 Ha 3acenaHuu IUCCEPTALIMOHHOTO
cogerta [1JIC 0300.004 npu PT'AOY BO «Poccuiickuii yHuBepcuTeT ApyKObl HApOJAOB UMEHU
[Tatpuca JlymymOsD» (117292, r. MockBa, yn. Baswmioa, n. 61; I'BY3 «lopoxckas
KJIInHU4eckas oonpHua uM. B.B. Bunorpanosa» JI3M).

C nuccepranueir MOXKHO o3HakoMuUThCs B unTasnibHOM 3asie YHUBIL (Hayunas OuGnmotexa)
OI'AOY BO «Poccuiickuii yauBepcuteT apyx0bl HapomoB umenu [latpuca JlymymOb» 1o
aapecy: 117198, r. Mocksa, yi. Mukinyxo-Maknas, 1. 6

ABTopedepar pa3zocnaH «__ » 202 ropa.

VYueHblil CEKpeTapb TUCCEPTALHMOHHOTO COBETA,
KaHIUAAaT MEAULMHCKUX HAYK, JTOLIEHT [ITaBapoB Anapeit AHATOIbEBUY



OBLIASA XAPAKTEPUCTUKA PABOTbBI
AKTYaJIbHOCTh T€MbI

bonesnp ®abpu (b®D) — penkas HaciieqCTBEHHAs JM30COMHAs OOJIE3Hb HAKOTUICHUS,
MPUYUHON 3TOTO 3a00JIeBaHUs SIBIISIETCS MyTanus TeHa ramakto3uaasel anbdpa (GLA), B
pe3yapTare d3TOro MPOUCXOAUT CHIKEHHE AaKTHUBHOCTH JIM30COMHOro (¢epMeHTa o-
rajakTo3usiasbl A M HAaKOIUICHHIO TJIOOOTPUAO3WILIEpaMHIa U €ro JIealluTHIMPOBAHHOU
dbopmbr sm3o-riioborpuaosmwichuarozuna (lyso-Gl3) [Zarate Y.A., 2008]. 3aboneBaemocThb
oeia ot 1 Ha 476000, mo 1 mHa 117000 macenenus [Meikle P.J., 2008]. V mnanueHTOB HE
HayaBlIMX JieueHne b®d B paHHEM BoO3pacte, BO3pacTall PUCK CMEPTHOCTHU, y MHOTHUX
MAlMEHTOB MPOUCXOJIUJIO Pa3BUTHE MOPAXKEHHE BHYTPEHHUX OpraHoB (IMOYEK, cepjua,
ronoBHoro mo3ra [Schiffmann R., 2009]. Tlopaxkenne cepana sSBISETCS OAHUM U3 BEIYIIUX
(hakTopoOB, OMPEEISIIONINX BBIKUBAEMOCTh M MPOTHO3. HakorieHne rimmKoCUHTONUIHIIOB B
MHUOLIMTAX C PAHHETrO BO3pacTa U MPU OTCYTCTBUE JCUEHHUS MOXKET MPUBOJUTH K Pa3BUTHUIO
nopaxkeHus: cepamna. TakuMm o0pa3oM CBOEBpEMEHHasi JUArHOCTHKA, a TAaKXKE BBISBICHUE
(haKTOpPOB MPHUBOIANINX K YBEIUUCHUIO PUCKA CMEPTH OT CEPJCYHO-COCYAUCTHIX OCIOKHEHHMA
MpUOOPETAET CEPhE3HOE 3HAUCHHUE.

Crenenb pa3padloOTAHHOCTH TEMbI

[Topaxkxenue cepaua y mnanueHToB ¢ b® wusywanoch 3a pyOexoM MOCIEAHUE
necsaTwietus Takumu ydeHbiMu kKak J. Shah (2005), A. Linhart (2007), Kawano (2007), F.
Warnock (2007), C. Kampmann (2008), F. Weidemann (2009), M. R. Toro (2009), D.
Germain (2010), M. Patel (2011), R. Kozor (2016), C. O'Brien (2020), M. Pieroni (2021), G.
Caredda (2021).

B Poccuiickoii ®enepanuid HEe H3y4aIUCh KIMHUYECKHE OCOOEHHOCTH MOPAKEHUS
cepaua npu O6onesan Dadpu. OOHApyKEHUE KIACCHYECKHX CHMIITTOMOB MOPAXKEHHS CepAra
npu b®, BbleneHUE AaTUNUYHBIX BApUAHTOB, OOHApPYXKEHUE TPyHH OOJIBHBIX C PHUCKOM
HEOMAronpusTHOTO MPOTHO3a CPEeIU POCCHUCKHUX MArueHToB ¢ b® Moryt cmocoOCTBOBAThH
Oojiee paHHEW TUArHOCTHKE, a TAKXKE YIYUYIICHHIO TAKTHKU BEJCHHS TAIMEHTOB B HAIICH
CTpaHe C JaHHBIM Op(aHHBIM 3a0o0JieBaHHEM. BEIIECKa3aHHOE OMNPEACIUIIO aKTyalbHOCTh

BBIITOJIHCHUSA JaHHOI'O UCCIACAOBAaHUA.

eanb uccaexoBaHus
OxapakTrepu3oBaTb OCOOEHHOCTH KJIMHUYECKOTO TEYEHMs] MOpaKE€HUs cepaua y
nareHToB ¢ b® B poccHiicKOW MOMYJSIUM U BBIIBUTH HamOojee 3HaYMMble (DaKTOpEI,
aCCOLIMMPOBAHHBIE ¢ HEOJIArONPUATHBIMHU UCXO/1aMH 3a00J1€BaHUSI.

3agauu ucciae10BaHUSA
l. Onpenenuth 4acToTy Tuneptpodun u ¢Gudpo3a MHOKapa C MOMOIINBK MarHUTHO-
pe3onancHoit Tomorpaduu (MPT) y manmentoB ¢ b® u ee 3aBUCUMOCTH OT TI0J1a ¥ BO3PACTA.
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2. N3yuuTh KOppensLuio BbISBIEHHBIX M3MeHeHui ¢ aaHHbiMu OKI' n XonrepoBckoro
MoHuTopupoBanus OKI'.

3. C mnomompio  speckle-tracking  sxokapauorpaduu  OMpeAETUTh  INIOOATBHYIO
nponoisnyto aedopmanuio (GLS, %) u mnokazarenu pabOThl JIEBOro IKEIylOo4yka B
3aBHCHMOCTHU OT HAIWYHS TUIEPTPOUU MHOKAP/A.

4. IIpoananu3npoBaTh KIMHUYECKUE MIPOSIBICHUS U HCXOABI TOpakeHus cepaua npu bd.
5. Onpenenuts GaKkTOPbl, ACCOMUUPYIOMINECS C YBETUUYEHUEM PUCKA CMEPTH OT CEPJEUHO-
COCYAMCTBIX OCJIOKHEHUH.

Hayuynasi HoBU3Ha

BrnepBble Ha KpyMHOM KJIIMHUYECKOM MaTepUajie OLIEHEHa YacToTa TOPaKEHUs cepala u
UCXO/Bl y TAIUEeHTOB c Oone3Hpro Pabpum, oxapakTepu3oBaHbl OCOOEHHOCTH IMOPAKCHHS
cepama mpu OaHHOM 3a0oneBanmu. Jlokasana HeoOXxomuMocTh BkitoueHuss b® B kpyr
3aboneBaHuil It qudGepeHInanbHON TMarHOCTUKH MPH HAJMYUW Y MOJIOJIBIX TAllMeHTOB, B
0COOEHHOCTH y JUI] MYXKCKOTO IOJia, TUNEepTpoduu MuoKapaa. BrepBbie IpoBOIMIHCH
WCCIIEZIOBAHUSI MUOKapIUaIbHOW paboTsl mpu momomu speckle-tracking sxokapauorpaduu y
narenToB ¢ b®. Brepsrie B poccHiicKOW MOMyIsAIUU ObUIO MPUMEHEHBI BBICOKOTOYHBIE
MeTombl oOcnenoBanusi y manueHToB ¢ b® (MarHuTHO-pe3oHaHcHOW Tomorpaduu (MPT)
cepaua). [lomydyeHHble AaHHBIE CBUAETENBCTBYIOT O CYIIECTBEHHOM BKJIAAE IOPAKEHUS
cepaua B oburyro Tsokecth bd, uro ompexpenseT HEOOXOAUMOCTh PaHHEW JAHMArHOCTUKU
3a00JIeBaHMs1, KOT/A €1e OTCYTCTBYIOT HEOOPATUMbIE U3MEHEHNS BHYTPEHHUX OPraHOB.

Teopernueckasi 1 NpaKTHYECKAs 3HAYMMOCTDH PadoOThI

VY nauuentoB ¢ b® BbIsiBIEHAa BBICOKAas 4acTOTa MOPAXEHHUs CepJilla, 4yTO TpeOyer
BBINIOJIHEHUST AXokapauorpagpuu u1 MPT ¢ KoHTpacTMpoBaHHMEM Jii PAHHETO BBISBICHUS
BOBJICYEHMSI CEpALId, a TaKKe BBIIOJHEHUS CTaHAAPTHBIX METOJOB 00CIIEJOBaHUS
(anextpokapauorpaduu, cyrounoro MoHutopupoBanust IDKI') st OlIeHKH TsHKECTH OOJIe3HH
®abpu.

BroisiBienne runeprpodpun  MHOKapna OOOCHOBBIBAET TMEPECMOTpP IMOAXOI0B K
QIrOpUTMy  OOCIEAOBAHMUS  KapAMOJIOTMYECKUX TMAIlMEHTOB, a MMEHHO, IIOBBIIICHHE
OCBEJIOMJIEHHOCTU KapAHOJOrOB M TEPANEBTOB O JAHHOM 3a00JE€BAaHUU: BKIIIOUEHHUE B KPYT
3aboneBannii s auddepeHnmanbHod nuarHocTHkd bd mnpum HanTMUMKM Yy  MOJOABIX
NAlMEHTOB, B OCOOEHHOCTH Yy JIMI] MYXCKOTO I0ja, FMIepTpopuu MHUOKapAa, HapyLIEHUI
puTMa, cOOp CeMEMHOTO aHaMHE3a M MPOBEICHUE IeJIEHANPABICHHOTO MOUCKA CTIeNU(UIHBIX
s b® cuMOTOMOB, NpPU HAIWYUMM KOTOPBIX ONPABIAHO MPOBEIAEHUE MOJEKYJSIPHO-
reHeTnuecknx uccienaoBanmii. [locne ycranoBneHus quaraosa b®@ HeoOXoauMo mpoBeAcHHE
CEMEHWHOI0 CKPUHUHTA.

BrisiBienne (hakTopoB, aCCOMHUPYIOMNECS C YBETUYEHUEM PUCKA CMEPTH OT CEPIIEYHO-
COCYIIUCTBIX OCJIOKHEHHH — My»Kckou moi, TXIIH, aputmMum nojexamux TIIATEIbHOMY



HAOJI0JICHUIO, MOTYT CIIOCOOCTBOBATH 0ojiee paHHEMY Haudaly NaTOr€HETUYECKOW Tepanmuu |
YIIyYIICHHUIO POTHO3a 3a00seBanus y nanuenToB ¢ bo.

MeToabl M METO0JI0THS UCCJIeOBAHUS
Ha nepBom 3Tane uccineqoBaHuss NTpOBOAUINCH ITIOMCK U aHAIU3 JAHHBIX JINTEPATYPHI O
nopakeHuu cepana y nauueHToB ¢ b®. boinu BeieneHsl Hanboaee NEPCIEKTUBHBIE METO/IbI
WCCIIEIOBAaHUs Ui TOCHEAyIomero wusydeHus. Ha BTopom 3tame wuccienoBaHus IS
MOATBEPKACHUSI HAYYHOM TUIOTE3bl ObUIM COOpaHbl KIMHUKO-WHCTPYMEHTAJbHBIE JTaHHbIE,
MOJIyYEHHBIE B MPOILecCce 00CIeI0BaHUS U JICYEHHUS MAIlUEHTOB, B TOM YHCIIE€ PETPOCIIEKTUBHO,

BBITIOJTHEHA CTAaTHCTHUYECKasi 00paboTKa MaTepuara.

IlonokeHusi, BBIHOCUMBbIE HA 3aIIUTY
l. [Topaxkenue cepama npu b® xapakrepusyercs runeprpodueii u Gudpo3zom mMuokapa
(mo nanasiM MPT ¢ KOHTpacTUpOBaHUEM TaJJOJIMHUEM), OOBIYHO pa3BuUBaroTcs nocie 30 JeT u
HapacTaeT ¢ BO3pacToM. Y MYKUYMH BCTPEUAIOTCS Yallle, YEM Y JKEHILUH.
2. 'umepTpodust MuOKapaa COMPOBOXKIAETCS YBETUYEHUEM YacTOTHl apUTMHU, MPEXKIe
BCero (GpuOpMILISAIINY MPEeACEePAni, U HAPYIICHUH TPOBOIUMOCTH.
3. HopmanbHble 3HaueHus: Gppakiuu BbIOpOca JIEBOro KellyAo4yka y manueHtoB ¢ b® He
WCKJIIOYAIOT HAJMYME CHCTOJMYECKOW TUCPYHKIHMU, KOTOpask MOXKET OBITh BBISBICHA MPH
speckle-tracking sxokapanorpadum.
4. CmeptHOoCTh Tipu Oosie3HM Pabpu camas BBICOKAs CpEeOd MY>KUMH, MOJIyYArOIIMX
3aMECTUTEIbHYIO IIOYEYHYIO TEpPANNI0, KOTOpPbIE Yalle BCEr0 YMHUPAIOT OT CEpAEHHO-
COCYAMCTBIX MPUYHH.
5. @akTopoM pHCKAa CMEPTH I[OMHUMO MYKCKOrO I0Ja SBJSETCS AHaIU3-3aBUCUMAs

XpOHHUYCCKAd MOoYCHYHaAA HCJOCTATOYHOCTD.

JInuHbBIA BKJIAI
ConckaTenb yd4acTBOBaJI B pa3pabOTKe HIEH, TMOCTAHOBKE M pealH3allid HAayYHBIX
3agad (HaObOp manueHToB, O0TOOp OMoJOrHYecKux oOpas3loB, (popmupoBaHue 0a3bl NAHHBIX,
cTaTucTHYecKas o0pabOTKa M aHaNW3 MOJYYEHHBIX PE3YyJIbTaTOB, OOCYKIEHUE PE3yNbTaTOB,
(dbopMynupOBKa BBIBOJOB M OCHOBHBIX IIOJIOKEHHH, BHIHOCUMBIX Ha 3amuTy). Bxman aBropa
SBIISICTCSl ONPEIEIISIONUM M 3aKIII0YaeTCsl B HEMOCPEICTBEHHOM Y4YacTHHM Ha BCEX HJTamax

HUCCIICAOBaHMAI.

CooTBeTrcTBHE 1M CCEPTALIMH NACHOPTY HAYYHOI CHIEeNUATbHOCTH
Huccepranus, BblnonHeHHass MouceeBbiM AnekceeM CepreeBuyeM, COOTBETCTBYET
nacrnopty cneuuanbHoctd 3.1.18. Buyrpennue Oone3nu, a uMeHHo 11.2: «M3yueHue
KIMHUYECKUX M TAaTO(U3NOJIOTUYECKUX TMPOSBICHUN MAaTOJOTUHM BHYTPEHHHX OpPraHOB C
WCTIOJb30BAaHUEM  KIMHUYECKHX  JTAOOPAaTOPHBIX, Jy4YEBBIX, MMMYHOJIOTUYECKHUX,

TCHCTUYCCKHUX, HaTOMOp(bOJIOFI/I‘{eCKI/IX, OMOXMMUYECKHX U APyrux MeTo10B I/ICCJIGZ[OBaHI/II\/’I».



Bueapenue pe3yJibTaTOB MCCICI0BAHUSA

Pesynprarel muccepTanoHHONW paOOTHl HMCHONB3YIOTCS B KIMHUYECKOW MPAKTHKE
OTZIEJICHUU MenuuuHCcKOro Hay4HO-00pa30BaTEIbHOIO LIEHTpa MoCKOBCKOTO
roCyJ1apCTBEHHOro yHuBepcutera wumenn M.B. JloMmoHOcOBa, OTAEIEHUNA KIMHUKU
peBmaronorun, Heposoruu u npodnaronorun uM. E.M. Tapeea ®I'AOY BO Ilepsoro
MI'MY um. U.M. CeuenoBa MunszapaBa Poccuu (CeueHOBCKHIT YHUBEPCHUTET), OCHOBHbBIE
MOJIOXKEHMSI JMCCepTAallMi BKJIKOYEHBl B MaTepHalibl JIEKUUMH W TMPAKTHUYECKHUX 3aHATHI
kadenpel BHyTpeHHUX Oone3Hell dakynpreTa (QyHIaMEHTaIbHONW MEAMIMHBI MOCKOBCKOIO
rocyJlapcTBeHHOro yHHBepcuTera umenn M.B. JlomonocoBa u Kadenpsl BHYTPEHHHX,
npodeccuoHanbHbBIX 0O0J€3HEW M peBMAToioruud WMHCTUTYTa KIMHUYECKOW MEIMLUHBI UM.
H.B. Cximudocosckoro ®I'AOY BO Ilepsoro MI'MVY um. .M. CeuenoBa Mun3zapasa
Poccun (CeueHOBCKMIl YHUBEPCUTET)

CreneHb 10CTOBEPHOCTH H aNIPOOALHS Pe3yJbTATOB HCCIeI0BAHUS

JloCcTOBEpHOCTH NOJTYUYEHHBIX PE3yJIbTATOB OCHOBAaHA HA JOCTATOYHOM 00BhEME BBIOOPKH
MAIeHTOB, BKIIIOUEHHBIX B Pa0OTy, UCTIOIH30BAHUH COBPEMEHHBIX METOJOB MCCIIEAOBAHUS H
cTaTuCTHYeCKO 00paboTku. Ampobammsi paboTel coctosiack 18 oxrsaopst 2022 roma Ha
3acemaHuy Kadeapbl BHYTpeHHUX Oone3Heid ®DakynbTeTa (QyHIAMEHTATHHOW MEIUIIUHBI
MOCKOBCKOTO TrOCyJapCTBEHHOIo YyHuBepcureta mMmeHn M.B. JlomonocoBa. Marepuaibl
AFCCEepPTalliM  JIONOKEHBI Ha MEXIyHapOJHBIX KoHrpeccax EBpomeiickoro oOrmiecTsa
Kapauosoros, MronxeH, 25-29 asrycra 2018 r., u [lapuxk, 31 aBrycra-4 cenra0ps 2019 r., na
KOHIpecce ¢ MeXIyHapoJHbiM yuactueM "CepaeuHasi HenocTaTouHOCTh , MockBa, 6-7
nexabps 2019 r., ma IV Bcepoccuiickoii KoH(epeHIMH MOJOIBIX TepamneBToB, CaHKT-
ITerepOypr, 27-28 masa 2021 r., Ha nepBom EBpaszuiickom popyme "CoapyxectBo 6e3 rpanun’
27-28 oxTs0pst 2022 r.

[Myoaukanuu aBTOpa 1O TeMe ANUCCEPTAIUH
[To Teme nuccepramuu omyomukoBaHno 12 pabor, B TOM uyucie 4 — B H3JAHUIX,
WHJICKCUPYEMBIX B MEXIyHApPOIHBIX 0a3ax maHHbIX Scopus/Web of Sciences, 5 — B uzmanusx
u3 nepeunst BAK/PYIH.

O0BEM U CTPYKTYpa AuccepTALMHU
Huccepranus uznoxxkeHa Ha 120 cTpaHuIlax me4yaTHOTO TEKCTa U COCTOUT U3 BBEICHUS,
o030pa nuTepaTypel, TiaB «Marepuaabl W METOABl HCCIeNOoBaHUs», «Pe3ymbraTs
COOCTBEHHOTO HcchenoBaHus», «OOCyX)AeHHE pPe3ylIbTaTOB HCCICIOBAHUS, 3aKIIOYCHHS,
BBIBOJIOB, IIPAKTUYECKUX PEKOMEHIALINM, CIIMCKA COKPALIEHUH U CIIUCKA JuTeparypsl. CIHCcOK
JUTEPaTyphl COAEPKUT 152 mcToyHmMKa, U3 KOTOphIX 21 oTeuecTBeHHBIX M 131 3apyOeKHBIX.
Huccepranus wnmocTpupoBana 31 pucynkamu, cogepkut 17 Tabmmi.
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OCHOBHOE COJEPKAHUE JUCCEPTAIIMOHHOM PABOTHI

MarepuaJj u MeTObI UCCJIEJOBAHUS

B wuccnenoBanue BKIIOYAIM BCEX B3pOCHBIX marueHToB (18 nmer u crapmie) ¢
YCTaHOBJIICHHBIM JauarHo3oM b®d, KoTopple NpONUTM CTalMOHAPHOE WM aMOyJIaTOpHOE
obcnenoBanne B Kimmauke peBmaronoruu, Hedponoruu u npogmnaronorun uM. E.M. Tapeesa
YKb Ne3 ®I'AOY BO Ileporo MI'MVY wumenn U.M. CeuenoBa Mun3zapaBa Poccuu
(CeuenoBckuit Yuuepcuter) B 2014-2021 rr. IIpoTokon uccienoBanusi ObUl YTBEPKIECH Ha
3acenanuu JIDK ®akynbrera pyHaaMeHTaIbHON MeIUIMHBI MOCKOBCKOTO TOCYAapCTBEHHOTO
yuuBepcurera wumeHu M.B. JlomonocoBa ot 24.01.2022. Bce mnamueHThl JAaiu
WH(GOPMUPOBAHHOE COTJIACKE HA YIaCTHE B UCCIIECIOBAHHH.

Jwnarno3 b® Bo Bcex cirydasix yCTaHABIMBAJIA HA OCHOBAHUU CIELYIOIINX KPUTEPHUEB :

1) natorennas mytauus rea GLA;

2) HaJlM4Yue OJHOTO U3 CIEAYIOIINX MPU3HAKOB:

a. Mo KpaiiHell Mepe OJHO TunuyHOoe mnposiBienne bd (HelponaTtuueckas O0Jb,
BUXPEBUJIHASI KEPATONATHUs, aHTHOKEPATOMBI);

0. moBeItieHue cogepxanus lyso-GL3 B cyxux maTHax KpoBH;

B. HAJIMYUE y POJACTBEHHHMKA OIPEACIeHHOro auarno3a bd u takoi ke MyTanuu resa
GLA.

3) CHUKECHHE aKTUBHOCTH ajb(ha-TalakTO3Hu1a3bl A B CyXUX ISTHAX KPOBH Y MY>KUHUH.

MonexkynsapHO-TeHETHUECKOEe HCCIeIOBAaHNE W ONpeAeiieHHe COAep)KaHus anbda-
ramakro3unassl A u Lyso-GL3 mpoBommnmuce B naboparopusix Centogene AG (PocTok,
I'epmanus), ARCHIMED Life Science GmbH (Bena, ABctpusi), Meauko-reHETHIECKOTO
Hay4HOTO IieHTpa uMeHu akamemuka H.I1. BoukoBa w/mnm HammoHanmpbHOTO MEIMIIMHCKOTO
uccnenoBatenabckoro Llentpa 3n10poBbs Jleteil.

Meroas! uccnenoBanus cep/ina Briatoudanu B ce0s DKI' B 12 oTBegeHUAX, XOATEPOBCKOE
monutopupoBanue OKI', sxokapmmorpapuo mw MPT cepama ¢ KOHTpacTHpOBaHHEM
rajjonuaueM. Kpome Toro, oneHMBaiIM MOPaKEHUE JIPYTUX OPraHOB-MUILEHEH, B TOM YHUCIE
IIOYEK U LEHTPAJIbHON HEPBHON CUCTEMBI.

Maenumno-peszonaucnas momozpagus cepoya. MPT cepalia BBITIONHSUIM HA MAarHUTHO-
PE30HAHCHBIX ToMoTpadax ¢ HampsoKeHHOCThIO modst 1,5 Tin Marnerom ABanTo (Siemens
Healthcare, Germany) u Omntuma 450 (GE Healthcare, USA) c wucnomnb3oBanuem
MOBEPXHOCTHBIX PaJMOYaCTOTHBIX KaTyllek (16-kaHanbHbIX) M cuHXpoHu3anuel ¢ OKI.
[Iporokon wuccnenoBaHus BKIIOYA]l TIPAJUEHTHBIE IOCIEJOBATEIbBHOCTH B AKCHAJIBHOMN
TUTIOCKOCTH U CepUI0 CKaHupoBaHuil B pexnme kKuHO-MPT ¢ ucnons3oBannem b-SSFP B 2- u 4-
KaMEpHOH MpOEKIUAX IO JUIMHHOM OCH M IO KOPOTKOW ocu JjeBoro xenyaouka (JDK) ot
OCHOBaHUSI /10 BEPXYIIKU. [[7s BBISIBICHUS OTCPOUYEHHOTO KOHTPACTUPOBAHUS MHUOKapja
WCMOJIb30BAIM  KOHTPACTHBIM  TaJlOJWHHU-cOoAepkammi  mnpenapar.  MccnenoBanue
IpOBOAWJIOCE B MeAMIIMHCKOM HaydyHO-oOpas3oBaTelbHOM LeHTpe MIY wum. M.B.
JlomonocoBa (3aB. otaenenuem penrrenoguarioctuku, KT u MPT — k.m.H. E.A. Mepiiuna).



Kpurepuem runeprpodun MHOKapAa CUUTAIN yBeIHMYeHHE TOMHHbI cTenku JOK n/nnm
MEXOKEIyJ0YKOBOM nieperopoaku >12 MmM. Beigensun nerkyro (12-13 mm), ymepennyto (14-15
MM) H BBIp@KE€HHYIO (>15 MMm) runeptpoduro muokapaa. [Ipu nuarnoctuxe runeprpodun JIK
YUUTBIBAIN TAKXKE HHIEKC MAaCChl MUOKap/a (BEPXHsIs rpaHuIia HOpMbI 85 1/mM? y MyskuuH u 81
r/M? y JKEHIIMH).

Ixokapouoepagus. Ixokapauorpadus BHIIOTHSIIACH HA SKCIEPTHRIX anmaparax Vivid
7, Vivid E9 umun E95 (GE Healthcare) ¢ cMHXpOHM3UPOBAHHOW 3EKTpoKapauorpaduein ot
KOHEYHOCTEeH TO0 CcTaHAapTHOMY mpotokony (mpodeccop A.D. Cadaposa). AnHanms
n300pakeHnit OBLT BBIMONIHEH MpH momomu mnporpammHoro obecrnedernns EchoPAC (GE
Healthcare, CIIIA). IloMmuMo cTaHZApTHBIX TOKa3aTeled OMPEAENsUIn  TII00ATBHYIO
npogonbHyio aedopmanuto (GLS, %) ¢ momompbro speckle-tracking sxokapauorpadumu.
[Toxazatenu pabotsl Muokapaa JOK paccuntsiBanu B aBTromatnueckoM pesxkume: GWI (Global
Work Index, mm pT1. cT.%) — HHAEKC TI00aNbHON pabOTHI, OMpENeNIsIeMblii Kak O00beM
MUOKapAHalIbHON paboThl, BeinonHsembld JOK B cuCTONy M paBHBIM IJIOMaau MOJ KPUBOM
nasienne-nedopmanusi; GCW (Global Constructive Work, MM pt. cT. %) — rinoGanbpHas
KOHCTPYKTHBHasi paboTa — oOecrneynmBaeT HACOCHYIO (YHKIHMIO CEpAla, SBISAETCS CYyMMOM
MOJIOKUTENIEHOW PadOThI, BHIOIHIEMON B CHUCTONY, M OTPUIATEIHHONW pabOTHI B JAMACTOIY;
GWW (Global Wasted Work, MM pt. ¢T.%) — mokaszaTenb pabOThI BIYCTYIO, KOTOPBIN
MPEICTABIIAECT CYMMY OTPHIIATEIbHON pabOTHI BO BPEMsI CHCTOIIBI U MOJIOKUTEIBHON paboTHI B
mracrory; GWE (Global Work Efficiency, %) — sddextuBHOCTE T100ambHON pPadOTHI,
onpenensemas o popmyine GCW/(GCW+GWW).

Knunuueckue ucxo0wi. KnmHIUeCKUMU UCXO0IaMU TIOPAKEHUS CEpALIa CUYUTATH UHDAPKT
MHUOKap/a, KIMHAYECKN 3HAYMMBIE apUTMHUH, XPOHUYECKYIO CEPJCUYHYI0 HEJOCTaTOYHOCTh H
cMepTh. KiuHHYECKM 3HAUYMMBIMH APUTMHSIMH CUUTAIM (QUHOPWULIIHMIO TpPEICepauid,
MapOKCU3MAaJIbHYIO0 HA/DKEITYAOYKOBYIO WM JKEITYJOYKOBYIO TaXWKAapAHIO, a TaKXKe JIIOObIe
apuUTMHUH, TOTPeOOBABIIME WHBA3WBHOTO BMEMIATENbCTBA (paJMOYacTOTHAs — aOsmus,
UMIUIaHTAIMS KCKYCCTBEHHOTO BOJUTEISI pUTMA WIIH KapIuoBepTepa/aeudopuiuistopa).

Cmamucmuueckuti ananu3. CTaTUCTUUECKUM aHAIN3 MPOBOAMICSA C HCIIOJIb30BAaHUEM
nporpammbl EXCEL u3 makera Microsoft Office 2019 r. u IBM SPSS Statistics 22 (IBM
Corporation, CHIA). HopmanbHOCTh pacmpenenceHusi ONpenessiii ¢ MOMOIIBIO KpUTEpHUs
[Manupo-Yunka.  JlamHble  WId  KOJIMYECTBEHHBIX  IIOKA3aTeled €  HOPMAJIBHBIM
pacmpesenieHHeM NPEeJCTaBIeHbl B BHIE CPEAHET0 apu(METHYECKOro M CTaHIAPTHOTO
orkiaoHeHus: (M=£m). JlaHHble i1 KOJIMYECTBEHHBIX IIOKa3aTeled ¢ paclpeiesieHUEM,
OTJIMYABUINMCS OT HOPMAJIBHOTO, IPUBEICHBI B BUI€ MEIMAHBI U MEXKKBAPTHIBLHOTO pa3Maxa
(Me (IQR)). Jlannbie s Ka4eCTBEHHBIX MEPEMEHHBIX IMPEJCTABICHbl B BUAE aOCOIIOTHBIX
4acTOT M JOJM B Ipynne B npoueHTtax (n, %). MeauaHbl KOJMYECTBEHHBIX IOKa3aTeleu
CpaBHHUBAJH C MOMOMIBIO t-KpuTepust CThio/ieHTa (MPU OTCYTCTBHH 3HAYUMBIX OTKJIOHEHHUH OT
HOpMalbHOTO  pacnpeneneHus) win U-kputepuss ManHa-YuTHu (OpU  OTKIOHEHUU
pactpeneneHuss OT HOpMaibHOro). CpaBHEHHE TpyHNH [0 KadeCTBEHHBIM NpPU3HAKAM

MPOBOAUIIOCH C TIOMOIIBIO TOYHOT'O KPUTCPHA CDI/IH_Iepa. I[J'ISI BBIABJIICHUA B3aMMOCBA3U MCKIY
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KOJIMYECTBEHHBIMU IIE€PEMEHHBIMM HUCIOJIB30BAIM  KOI(DPUIMEHT PAHTOBOM KOpPpEISALUU
CnupmeHna. AHanu3 BBKMBAEMOCTH IPOBOJMIIM € MCHOIb30BaHneM MeTtoja Karutana-Maiiepa
U JIOT-PAHTOBOTO TecTa. [ BbIsBICHUS (aKTOPOB, aCCOUUPOBAHHBIX C HEOIArOMPHUATHBIMH
UCXOJaMH, HCIOJIb30BAJIM JIOTUCTUYECKYI0 PETPECCUOHHYIO MOJeNb. Pasznuuust cuurtamu
noctoBepHbIMU ITpH BesinuuHe p<0,05. Bee pe3ynbrarhl NprUBEIEHbI C IBYCTOPOHHUM YPOBHEM
3HaYUMOCTH. JlJI1 KOPpPEKUMH NpU MHOYKECTBEHHOM IIONApPHOM CpPAaBHEHHWU MCIOJIb30BaIU
nonpaBky bordepponu.
Pe3yabTaTsl
OO0mast xapakTepucTHKa 00J1bHBIX € 00/1e3HbI0 Daldpu

B perpocnekTuBHOe nccaenoBaHne OblUM BKIOUEHB! 150 MalMeHToB ¢ yCTaHOBJIEHHBIM
nuarHo3om b®, B ToM uucie 98 myxuun (65,2%) u 52 xenuunsl (34,7%). Meauana Bo3pacra
MallMeHTOB Ha MOMEHT oOcienoBanus cocraBmina 42,4 (33,0, 51,0) roga. KinuHnmueckas
XapaKTepUCTUKA MallMEHTOB NpuBeieHa B Tabnuue 1.
Ta6auua 1 — Knuandeckasi XapakTepuCTHKA NAalMEHTOB, n (%)

Bce Myxunnsl | JKeHIIUMHBI
[Tokazarenun P
(n=150) (n=98) (n=52)
Kinaccuueckuit penorun 131 (87,3) 86 (87,8) 45 (86,5) 0,15
CHIKEHHE O-TalaKTO3uaa3bel A 108/129 (83,7) | 86/89 (96,6) | 22/40 (55,0) | <0,01
[ToBbimenue Lyso-GL3 150 (100) 98 (100) 52 (100) -
Pannue cumnromer bO
HeliponaTuyeckas 00J1b 111 (74,0) 76 (77,6) 35(67,3) 0,12
AHTMOKEPaTOMBI 59 (39,3) 50 (51,0) 9(17,3) <0,01
TUIIO-/aHTUAPO3 81 (54,0) 63 (64,3) 18 (34,6) | <0,01
KTy I0YHO-KUIIICUHbIE 42 (28,0) 33 (33,7) 9(17,3) 0,02
HapyIIEeHUS
BUXPEBUIHAS KEPATOTIATHS 80/126 (63,5) | 45/76 (59,2) | 35/50(70) | 0,15
Ta6auna 2 — [lopaxenne opranos-mumenei npu b®, n (%)
Bce Myxuunsl | JKeHIIMHBI
[Tokazarenun P
(n=150) (n=98) (n=52)
YmMmepennas anbOymunypust (A2) 60 (40,0) 29 (29,6) 31(59,6) | <0,01
BripaxenHnas nporeunypus (A3) 26 (17,3) 19 (19,4) 7 (13,5) 0,25
[TpoTennypust HeHPOTUIECKOTO YPOBHS 9 (6,0) 6 (6,1) 3(5,9) 0,62
CK® <60 mu/mun/1,73 m? 58 (38,7) 47 (47,9) 11(21,2) | <0,01
Karapakra ®abpu 26/126 25/76 1/50 <0,01
(20,6) (32,9) (2,0)
Heiipocencopnas Tyroyxoctb 33 (22,0) 28 (28,6) 5(6,1) <0,01
OuaroBsle U3MEHEHHU 0€JI0ro BEIIEeCTBA 76/138 52/89 24/49 0,19
(55,1) (58,4) (48,9)
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VY 60 (40 %) u3 150 OonbHBIX ONpeAeNaInuch NPU3HAKK nopaxkeHus novek (Tadbmuua 2),
KOTOPOE€ OOBIYHO MPOSBISIOCH YMEPEHHOU albOyMHUHYpUEH/IPOTEHHYPHUEH, KaK MPaBujo, HE
JIOCTUTABIIEH HE(POTUIECKOTO YPOBHS, W/MIU TMPOTPECCUPYIOMIMM yXyIIICHHEM (QYHKIHU
nouek. Yacrora nopaxxeHus novyek ObUIa BBICOKOW KakK y MY>KUMH, TaKk U KeHUIMH. bonee uem
y MOJIOBUHBI NanueHToB (55,1%) ObuiM BBISIBIIEHBI OYaroBble M3MEHEHHsI OEJIOro BEIIECTBa

TOJIOBHOI'O MO3ra.

Kiaunuyeckune nposiBjieHUsi NopazkeHus cepaua npu 6osaesnu ®adpu
Y 16 (10,6%) u3 150 mamueHTOB OOJBHBIX OTMEYAIHMCH KIMHHUYCCKH 3HAYNMBIC
HapyIIeHUs] pUTMa, B TOM uncie ¢pubpmmsaius npencepauii y 12 (8,0%) nanuenTos, 4actora
KOTOPO# ObLIa COMMOCTAaBUMOM Y My)4HH 1 >keHITUH. Y 5 (3,3%) nanueHToB Oblia BRIMTOTHEHA
paaroyacToTHas KatetepHas adismus, a 5 (3,3%) OoJbHBIM ObUT UMIUIAHTUPOBAH BOJHUTEIH

putMa. Pa3Butue cepieyHoil He10CTaTOYHOCTH HabM0Aa10Ch y 3 (2,0%) O0NbHBIX.
VY 16 (10,6%) 60sibHBIX, B TOM unciie 4 My 4uH U 12 sxeHIuH (MeauaHa Bo3pacta — 58
JIeT), MOpaxeHue cepAla ObUI0 BEAYIIMM B KIMHUYECKON KapTUHE 3a00JieBaHUs (HapylleHUe
putma w/wnn m3MeHenus Ha OKI, Gomm B cepame), B CBSA3M C YeM OHHU OOpAIAINCh K
KapAHoJIOTy, a mpu oOciIenoBaHUK ObLIa BBISBICHA THIEPTPO(PHS MHOKapaa M 00CyKIaics
IUarHo3 rumneprpoduyeckoil KapauomMuomnatuu. Y S5 w3 16 ManMeHToB OTCYTCTBOBAIH
tunuaHeie nposiBienuss bd, Takme kak Helponatmueckas OO0Jb, AHTMOKEPATOMBI W/WIH
CHIDKEHHOE moTooTnenenrne. Y 8 u3 16 0onpHBIX ObUT 3amofo3peH WH(APKT, OJHAKO IpU
KOpoHaporpagu HH B OJHOM CJIy4da€ HE BBISBICHO KIMHUYECKH 3HAYUMOIO CTEHO3a

KOPOHapHBIX COCYI0B.

Pe3yabTaThl MATHUTHO-PE30HAHCHOM TOMOrpadguu cepana ¢ KOHTPACTHPOBAHUEM
rajioJJMHueM

MPT cepamna Obuta BemonHeHa 116 mamuenTam ¢ Oonesnpto Dabpwu, BKiIOYAsS 67
Myx 4iuH U 49 xeHmnH. MenuaHa Bo3pacTa malueHToB coctaBuia 34,5 (27,5; 45,0) ner.
I'uneprpodus JOK Obuta nuarHoctupoBana y 58 (50,0%) u3 116 nmanuenToB, Bkitouas 67
MyXuuH U 49 sxeHmuH. PasHuma 4actotel runepTpouu MUOKap/a MEXAY >KEHITMHAMH U
MyX4YMHAMU HE JOCTUTrJA CcTaTUCTHYeckod 3Hauummoctu (p=0,18), ogHAKO KyMmyJnsiTUBHas
4acToTa TUNEPTPOPUU JIEBOTO JKEIyJ0YKa B 3aBHCHUMOCTH OT BO3pAacTa, pacCUMTaHHAs C
nomonibio Metona Kamnana-Meliepa, y My4uH OblIa JTOCTOBEPHO BBIIIE, YEM Y KEHIIUH
(p<0,01) (Pucynox 1). Kpome Ttoro, rumeprpoduss MHOKapJa y My>XYMH pa3BHBaJIach
npuMepHo Ha 10 JieT paHbliie, YEM Yy JKEHILHH.
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Pucynoxk 1 — KymyassTuBHasi 4acToTa pa3BUTHS THNEPTPOPHH MHOKAPAA B 3aBUCHMOCTH
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Ta6auna 3 — CpaBHeHHe NALMEHTOB ¢ THNEPTPO(He JIeBOro KeJTy109Ka U HOPMAJIbHOM

TOJIIMHOM CTEHOK MHUOKapaa

[Toka3arenu bes ['uneprpodus p
rHnepTpoPun MHOKap/a

Muokapja (n=>58) (n=58)
Myxuunsl, n (%) 26 (44.8) 41 (70,7) <0,01
Menuana Bo3pacTa, JieT 28,0 (25,0;36,0) | 43,5 (34,0;50,0) | <0,01
Nunexkc MMJDK, r/m? 64 (57;71) 98 (77;130) <0,01
Ouaru ¢pubpo3a, n (%) 3(5,2) 22 (37,9) <0,01
Bxnag maccel nanuuisipHbIX M, % 9,8 (6,7;11,1) 6,35 (5,7;10,4) 0,09
Tonuuua crenku JOK, Mmm 7 (6:8) 10 (9;13) <0,01
TonmurHa MEXOKENYI0YKOBOM MEPETOPOJIKH, 9 (8;10) 14 (12;17) <0,01
MM
Koneunsiit quactonunueckuit pazmep JDK, cm 5,0 (4,6;5,3) 5,1 (4,8;5,6) 0,04
Koneunsiit cucronnueckuii pazmep JIK, cm 3,2(2,9;3,5) 3,3 (3,0;3,8) 0,34
HNunexc KOHEYHOT'O JIHACTOJINYECKOTO 74 (67,0;84,5) 74 (61,0;89,3) 0,09
o6bvema JK, mi/m?
NHnexc KoHeYHOTo cucToImdeckoro oorema | 26,5 (20,0;32,0) 25,5 (17;34) 0,84
JDK, mn/m?
O®paxuus BeiOpoca JIK, % 67 (62;71) 67 (61;72) 0,97
Koneunsiit quactonuueckuit pazmep [1K, cm 4 (3,5:4,5) 4 (3,7:4.5) 0,33
Koneunsiit cucronnueckuii pazmep [DK, cm 3(2,5;3,4) 3 (2,7;3,5) 0,99
Pa3mep neBoro npeacepaus, cMm 3,7 (3,3;4,0) 4,0 (3,6:4.4) <0,01
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Jlerkas runeptpodusa muokapaa JDK onpenensanace y 18 (31,0%) u3 58 nanueHros,
ymepenHas — y 18 (31,0%) u Beipaxkennas — y 22 (37,9%). Yerbipnaauats (63,6%) uz 22
MAlMEHTOB C BBIPAXKEHHOW TUIEpTpodueld MuoOKapjia CTpajalid TEPMHUHAIBHON CcTaauei
xpoHuueckoil OosiesHn mnouek (XbBII) u nmomywanu nedenue remonuanusoM. llanueHTsi, y
KOTOPBIX ObUIa JHWAarHOCTHpPOBaHA TUNEPTpodus MHOKapaa, ObLIM CTapiie OONBHBIX C
HOpMaJIbHOM Maccod Mwuokapnaa JieBoro xemyaouka (43,5 u 28,0 5er, COOTBETCTBEHHO)
(Tabmuua 3). Kpome Toro, B mepBoii rpynme Obl1a 3HaYUTENBbHO Ooubiie nois myxauH (70,7%
u 44,8%, COOTBETCTBEHHO).

VY GosbHBIX ¢ TUNIEpTPOdUEi TeBOro Kemyaouka meanana uaaekca MMIDK cocrasuiia
98 r/m? (77,0;130,0) ¥ 3HAYMTENHHO NpPEBBINIANA TAKOBYIO y ITAIIMEHTOB 0e3 TUNepTpoduu
muokappa — 64,0 r/m> (57,0;71,0; p<0,01). Meauana TOIMIMHBEI MEXKETYIOYKOBOM
neperopoaku u crenku JOK y mamumentoB ¢ rumeptpodueii muokapaa coctasmia 14,0 M
(12,0;17,0) u 10,0 mm (9,0;13,0), coorBeTrcTBeHHO. O0a moOKa3zaTelst ObUIM CTaTHCTHYCCKH
3HAYMMO BBIIIE, YEM Y TTAIIUEHTOB 0€3 THIEePTPO(HH JEBOTO KETyT10UKa.

VY 26 (44,8%) u3 58 GonpHBIX ObuTa OOHapykeHa cuMMmeTpuuHas runeprpodus JDK, y
OCTAJbHBIX MAllMEHTOB  BBISBJIEHO ACUMMETPUYHOE  YTOJIIEHHE  MEXOKETyI0YKOBOU
neperopogkd. Y 1 OOmBHOTO C  BBIPQKEHHOW  AaCHMMETPUYHOM  THIEPTPOQHei
MEXOKEITYAOYKOBOW CTEHKH HMMEJCS TPaJueHT JAaBieHus B BbiHOCsmEeM TpakTe JDK, uto
notpeboBano omnepauuu. Y mnanueHtoB ¢ runeprpoduein JDK orMewanoch yBennyeHue
pa3mepa JIeBOro IMpeacepiausi, B TO BpeMsl KaK pa3Mephl APYyrux Kamep cepiaua ¥ (paxius
BbIOpoca JIDK nocTOoBEpHO HE OTIMYaIMCh MeEXAy JByMsa rpynnamu. C Bo3pacToM y
narueHToB oboero mona uaaekc MMJDK nocroepHo yBenmmuuBaics (PucyHox 2).

160 2680
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Pucynok 2 — Koppensiuuss mexay unaekcom MMJIIK (r/m?) m Bo3pactom (roawl) y
JKeHIIMH (c1eBa) M MYyKYMH (CIPaBa)

Ouaru ¢ubpo3za nmpu MPT ¢ xoHTpacTHpOBaHWEM TaJlOIMHUEM OBUIH BBISBIEHBI Y 25
(21,5%) u3 116 GombHbIX, B ToM uucie y 22 (37,9%) w3 58 mamueHToB ¢ runeprpodueit
muokapiaa u y 3 (5,2%) uz 58 mamumentoB 0Oe3 rumeprpodun JDK. Ouarm ¢ubposa y
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OOJBIIMHCTBA OOJIBHBIX JOKAIM30BAIUCh B 0a3anbHbIX (80,0%) unu cpeqaux (40,0%) gacTsix
JIEBOTO KEITyI04Ka U 3HAYUTEIHHO peke B BepxymedHbix (4%). Yame Bcero oyaru ¢pubdposa
OTIpeNIeISUINCh B 33IHE0OKOBBIX U MEPeIHEOOKOBBIX CerMEeHTax 0a3aJbHOW M CpelHed JacTu
JIX (PucyHnok 3).

Pucynok 3 — Yacrora ouaros ¢pudpo3a B paznuunbix cermenrax JIK (paccuurbiBaam no
OTHOLIEHHUIO K KOJMYeCTBY 00JIbHBIX, Yy KOTOPBIX ONpeAe/siJIuCh Y4acTKU Gpudpo3a)
[Ipumeuanue: 1-6 — Oa3anbHble cerMeHThl; 7-12 — cpenHue cerMeHTsl, 13-17 — BepXylieuHble
CErMEHTHI.

PesyabTatel IKI' u cyrounoro xoiareposckoro Monutopuposanus JKI'

Pesynpratel OKI' u  XOJITEpOBCKOTO MOHUTOPUPOBAHUS aHaluW3upoBanun y 116
nauueHToB (67 MmyxuyuH U 49 KEHIIMH, MeauaHa Bo3pacta 34,5 JieT), KOTOphIM ObLia
BbinosHeHa MPT cepaua. Ilpu cyrounom wmonutopupoBanun OKI' HapymieHus putma
onpexnensnucek y 13 (11,2%) u3 116 nanuenTos, B ToM uncie y 7 (10,4%) u3z 67 myxuuH u 6
(12,2%) oxenmmH. Yame Bcero BceTpedanach Napokcu3MaibHas Gopma GuOpHLISIAN
MpEICEepAnii, 4YacToTa KOTOPOM JOCTOBEPHO HE OTIMYANach y MYXYUH M JKCHIIUH. Y
OCTaJbHBIX MAllMEHTOB ObUIa BBIABIEHA HEYacTas HaJKEIyJOYKOBas 3KCTPACHCTONMS,

KOTOpas HEC UMCJIa KIIMHNYICCKOI0 3HAUCHUS.

Pesyabratsl speckle-tracking 3xoxkapauorpapuu
Oxokapauorpadus ¢ onpeAeIeHHeM MUOKapANaIbHOW paboThl OblIa BHIMOJIHEHA Y 35
B3pocibix manueHToB ¢ b®d, B Tom uncne 20 myxuuH u 15 xeHmwuH. MenuaHa Bo3pacra
MaIMEeHTOB HA MOMEHT oOciieoBanus coctaBuia 35,5 (26,0; 48,0) roga. ¥V 18 (51,4%) u3 35
nanenToB  umenach runeprpodus JDK. ®@pakmus BeiOpoca JDK y Bcex mammeHTOB Obuia
HOPMAaJIbHOM.
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Y wmyxunn Menuana GLS Obuia menbine, uem y xkeHmuH (13,5% u 18,0%,
cootBercTBeHHO (p=0,02). Kpome Toro, y myxunH 3(PeKTHBHOCTh T1006aIbHONW PpabOTHI
(GWE) Oputa HmKe, 4eM y >KeHIIMH, a Mmokaszarenb paboTsl Bmyctyro (GWW) — naobopor,
BbIie. B TO ke Bpems uHAekc TiobanbHON pabotrel (GWI) m mokaszarens Ti100ambHOM
KOHCTpYKTHBHOU paboTel (GCW) mocToBepHO HE OTIMYAIMCH MEXIY TPYIAaMU HaIHeHTOB,

BBIJICJICHHBIMH B 3aBUCUMOCTH OT moJia (Tabnuma 4).

Tabauna 4 — [loka3aTtem MHOKaApAHAJIBHOI Pa0oThl y NallMEHTOB ¢ 00/1e3HbI0 Daldpu

[Tokazarenun Bce (n=35) Myxunnbl (n=20) | XKenuuusl (n=15) p
GLS,% 15,0 (12,0;18,0) 13,5 (10,5;16,5) 18,0 (15,0;20,0) 0,02
GWE,% 91,0 (88,0;94,0) 89,0 (86,5;91,5) 94,0 (92,0;96,0) 0,01
GCW, MM pT. cT.% | 1761 (1395;1968) | 1746 (1386;1983) 1765 (1671;1968) | 0,75
GWW, Mm pr. cT.% 150,0 168,5 87,0 0,01
(81,0; 210,0) (131,0;278,0) (67,0;114,0)
GWI, mMm prt. c1.% 1390,0 1342,0 1392,0 0,98
(1118,0;1614,0) (1066,5;1541,5) (1212,0;1654,0)
UMMIJDK, r/m? 97 (80;149) 115 (70;199) 86 (80;107) 0,19

[Tpumeuanne: GLS — rmobanpaas npoxonbHas aedopmanus (global longitidunal strain), GWI
— uHAeKC riobanpHON pabotel (global work index); GCW — rnmoGanbHasi KOHCTPYKTHBHAS
pabora (global constructive work), GWW — moxkasarens pabotel Bmyctyio (global wasted
work), GWE — s¢ddextuBHOCTS THOOanmBHONM padboThl (global work efficiency), UMMIDK —
MH/IEKC MacChl MUOKap/a JIEBOTO JKEITyA0UKa.

GLS u noka3arenu MuoKapIuaibHOW paOOThHl ObUIM IMPOAHAJIU3UPOBAaHBl B TPYIIAX
MAlUEeHTOB, Y KOTOPBIX onpenensiiack (n=18) uinu orcyrcrBoBana (n=17) runepTpodus Je€BOro
xenynouka (Tabmuia 5).

Tabauma 5 -

GLS u nmnokasaresum MHOKapAMaJbHOW padoTbl y NALHMEHTOB C

runeprpodgueii JIeBoro keay104Kka 1 HOpMAJIbHOU Maccoil MUHOKapaa

[Toka3arenu bes runeprpopun ['uneptpodust p
Muokapja (n=17) Muokapja (n=18)

Myxuunsl, n (%) 8 (47,1) 12 (66,7) 0,2
Menuana Bo3pacTa, JieT 27 (20;31) 44 (36;50) <0,01
Unpexc MMIDK, r/m? 74,9 (63,4;84,5) 116,0 (93,0;185,0) <0,01
®uodpo3s, n (%) 0 6 (33,3) 0,01
GLS, % 18 (16;20) 13 (9;15) <0,01
GCW, mm pr. c1.% 1865 (1757;2157) 1617,5 (1289;1763) 0,03
GWW, mm pr. cT. % 84 (63,5;156,0) 171 (100,0;285,0) <0,01
GWI, MM pt. cT.% 1445 (1257;1634) 1342 (1011;1452) 0,27
GWE,% 94,0 (92,0;96,0) 88,5 (85,0;91,0) <0,01
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Joyiss MyX4MH B 3THUX TIpynmnax JA0cToBepHO He oriauvanack (47,1% u 66,7%,
COOTBETCTBEHHO; p=0,2), OJHAaKO MALMEHTHl C TUNEPTPOPHUEN JEBOro Keilyaodyka ObuIM
cTapiie OOJIBHBIX C HOPMaJIbHOW Maccold Muokapna (memuanbl Bodpacta 44,0 m 27,0 ner,
cootBeTcTBEeHHO; p<0,01).

VY manuenToB ¢ runeprpodueii Mmuokapaa ormedanocsk camwkenue GLS, GCW u GWE u
noseiieHne GWW, B To Bpemst kak GWI ObL1 cONTOCTaBUMBIM y HAIlIMEHTOB JBYX IPYIIII.

Hcxoanl mopaskenus cepana

Cpenn oOcnenoBaHHbIX manueHToB ymepiu 14 (9,3%) u3 150 GonbHBIX (MemuaHa
BO3pacTa cocraBuia 44,5 roga), B ToM unciie 11 — B Bo3pacre ot 30 no 50 ner. Tpunaguars
(92,9%) n3 14 6onbHBIX ¢ BO ymepan oT cepAeyHO-COCYIUCThIX PUYMH, B TOM uucie 11 —
BHE3AITHO U 2 — OT MOBTOPHOTO MHCYJIbTAa. Bee ymepine manueHTsl ObUTH My>KYuHAMU, a 12
Y3 HUX HaXOJWJIKCh Ha JEYeHUHU remoauanu3oM. 11 u3 12 00iabHBIX, MOIYYaBIIUX MOYECUHYIO
3aMECTUTEIPHYI0 TEpaIruio, yMepiau BHe3amHo, a | — oT mHbekuuu. Cpean NaIMEHTOB,
MOJIYYaBIINX 3aMECTUTENBHYIO MOYCUHYI0 TepaInio, CMEPTHOCTh ObljIa 3HAYUTEIHLHO BBIIIIE,
4eM BO Bcell BbIOOpke, u gocturia 27,3% (12/44). Y Bcex 3THX NAIMEHTOB OMpPEaemsiach
BbIpakeHHass runepTpodus mmokapaa JDK. Ilomumo mykckoro mona (akropamMu pucka
cMepTH OblIa TepMHUHAIbHAS MOYEYHAsl HEJOCTaTOYHOCTh (OTHOILIEHUE puckoB; 4,49; 95% 1N
1,14-17,7; p=0,03), B TO Bpems Kak HEOIArompuUsATHOE TPOTHOCTUYECKOE 3HAUYCHUE
runepTpoduu MUoKapa, IpoJEMOHCTPUPOBAHHOE MTPU OJJHO(PAKTOPHOM aHajau3e (OTHOLIEHHUE
puckos; 8,18; 95% JIN 1,07-62,25; p=0,04) He ObUTO MOATBEPKACHO MPU MHOTO(DAKTOPHOM
perpeccuonHom ananuze (Tabnuua 6).
Ta6auua 6 — PakTopbl pUcKa CMEPTH Y NALMEHTOB ¢ 00J1e3HbI0 Padpn

ITokazarenu OpnodakropHselii aHau3 | MHorodakTopHbIil aHanu3

OP (95% A1) OP (95% A1)
Tepmunanbnas XITH 9,90 (3,25-30,03) 4,49 (1,14-17,70)
l'uneprpodus muokapaa JIK 8,18 (1,07-62,25) 2,41 (0,27-21,56)
®ubpo3 Muokapa 2,39 (0,53-10,71) -
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BBIBO/IbI
l. [To mamaeiM MPT, cumMmerpudHas wWiIM acUMMETPUYHAS TUNEPTPOPHUS MHOKap/a
HaOmomanacek y 58 (50,0%) u3 116 B3pocinbix nmanueHToB ¢ 6one3nsio @adpu. Y 22 (37,9%) us
58 manMeHTOB OHa CONPOBOKJANACH MO3JHUM HAKOIUIEHUEM TaJ0JIMHUSA B 33JHEOOKOBBIX U
nepeqHeOOKOBBIX CerMeHTax OasanpHOM M cpenHedt wactu JIK, yka3piBaBIIMM Ha Halndue
¢ubpo3za Muokapa.
2. Y mammentoB ¢ rtuneprpodueid mumokapna JDK mo cpaBHeHWI0 C manueHTaMu ¢
HOpMaJIbHOM Maccoi MUOKapja ObUla BBIIIE YACTOTa HAPYIIEHUH pUTMA U MPOBOJUMOCTH
(43,1% u 8,6%, coorBerctBeHHo p=0,02), mpexme Bcero pubOpwuisanuu mpeacepauii y 8
(13,8%) u3 58 nmanueHTOB, M HapyLIEHUN BHYTPHKEIY104K0BOM nipoBoaumoctu y 17 (29,3%)
u3 58 OOJBHBIX.
3. [Tpu speckle-tracking sxoxapauorpaduu y manueHTOB ¢ runeprpodueil Muokapaa mo
CpPaBHEHHH C TIAIMEHTAMU C HOPMAJIbHOM Maccoil MUoKapna ObUIo BhIsBICHO cHUkeHne GLS
(13,0% u 18,0%, coorBercTtBeHHo; p<0,01) u yxyjaumieHue mMmokazaTeiaeii MUOKapIUaTbHOU
paboThI, B TOM YHUCIIE CHI)KEHUE TTI00aTbHON KOHCTPYKTHBHOM paboThl (1617,5 MM pt. c1.% 1
1865,0 MM pT. cT.%, coorBeTcTBEeHHO; p=0,03), 3ddhexTuBHOCTU I100aTBEHOM paboTHI (88,5% 1
94,0%, cootBercTBeHHO; p<0,01) M moBbIIeHUE MOKa3aTenst padoTsl Biyctyio (171,0 MM pr.
ct.% u 84,0 MM pT. cT.%, coorBeTcTBEHHO; p<0,01)
4. CMepTHOCTh B HCCIEOBAHHOM KOropTe MHanueHToB ¢ Oone3nbto Pabpu cocrtaBuia
9,3%, B Tom uucne 14,3% cpenu myxuuH u 0% cpenu >KEHILUH; CPEIU YMEPIIUX MAlMEHTOB
O6onpmmHCTBO  (85,7%) HYXIaauch B 3aMECTUTEIBHOW IMOYEYHOW TEpamuu ¥ TOTHOIH
BHE3AITHO OT CEPACYHO-COCYAUCTHIX nMpuirH (78,6%)
5. I[Tomumo Myxkckoro mosia (akKTopoM puCKa CMepTH OblIa JAHaIu33aBUCUMAs
XpOHHUYECKasi MOYeyHas HeJA0CTaTOYHOCTh (oTHolIeHue puckos; 4,49; 1N 1,14-17,7; p=0,03),
B TO BpeMs Kak HEOJaronpusTHOE NPOrHOCTUYECKOE 3HAUEHUE TUIepTpouu MHOKap[a,
MPOAEMOHCTPUPOBAHHOE TIPH OJHO(PAKTOPHOM aHanu3e (oTHomeHue puckos; 8,18; AN 1,07-
62,25; p=0,04), He ObLIO MOATBEPKIEHO B MHOTO(AKTOPHOI pErpeCCUOHHON MOJIEIH.
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IIpakTHYecKHe peKOMeHAauU
1. B® cnemyer wuckimouaTh y BceX OONBHBIX C THIEPTpO(HE MHOKapaa HESCHOTO
MPOUCXOXKIEHUS, OCOOCHHO TMPH HAJIMYUU HEHPONMaTHUEeCKOi OoNM, aHTHOKEpaToM,
CHIDKEHHOTO TIOTOOTAETICHHS W/MIU BUXPEBUIHON KEPATOMATHH, a TAK)KE MOPAKEHUS OYEK U
LEHTPAIbHON HEPBHOM CUCTEMBIL.

2. Jns moATBepKACHUSI TUarHo3a HEOOXOAMMO MPOBOAUTH MOJIEKYJISIPHO-TEHETUYECKOE

UCCIIEIOBaHUE C 1IeJbl0 BbISIBICHMS MyTauuid reHa GLA, omnpenenutrb akTUBHOCTH OL-
rajiakto3uzaassl A u cogepkanue Lyso-GL3 B BeICYyIIEHHBIX KaIUISIX KPOBH.

3. C nenpr0 JUAarHOCTUKU MOpPaXEHMs cepiaua y nanueHtoB ¢ b® mpeanouyTuTesnbHO
npumenenne MPT ¢ koHTpacTMpoBaHMEM TaJOJIMHMEM, KOTOpas IO3BOJISIET BBISIBUTH
THNEPTPOPHUIO MUOKApJa U WHTPAMUOKAPIUAIBbHBIH (GUOPO3, OeHUTh HeoOXxoauMocTh B 3T
¥ KOHTPOJHMPOBATH €€ dPPEKTUBHOCTb.

4. Bcem nanuentam ¢ B® mokazaHo mpoBeneHue cyTodHOro MonutopupoBanus OKI,
YUMUTHIBAsA BBICOKYIO BEPOSTHOCTh HAJIMYMS KIMHUYECKHU 3HAUMMBIX apUTMHI, OCOOEHHO NpHU
HAIAYUH TUIEPTPOUU MHOKAP/A.

5. Jns panneit guarHoctukd b® y poJacTBEHHUKOB MpoOaH/ia HEOOXOAUMO IMPOBEJACHUE
CEMENMHOr0 CKpPUHMHIA: Y4yuThIBas X-CLUEIUIEHHBIH THUI HACIEAOBAHMS, y MYXYHMH
1eJ1eco00pa3Ho 00CIeI0BaTh BCEX POACTBEHHUKOB MO KEHCKOW JMHHUH, y >KEHIIHMH — BCEX
POACTBEHHUKOB KaK I10 )KEHCKOM, TAK ¥ 110 MY>KCKOU JINHUM.
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Cnmcox coxpamenui

b® — bone3zusr ®abpu

JIV1 — noBepUTEIBHBIN UHTEPBAI

JDK — neBwlit sxemynouex

MPT — MarHuTHO-pE30HAHCHAS
Tomorpadus

NMMIDXK — nHekc Maccel MUOKapaa
JIEBOT'O JKEIIyA0UKa

IDK — mpaBb1it xenmy1ouex

CK® — ckopocTh KiTyO04KOBO
¢bunbTpanyun

TXIIH — TepMuHaIbHAS XpOHUYECKAS
II0O4YE€YHAsI HEAOCTATOYHOCTh

OKI" — anexrpokapauorpadus

Lyso-GI3 — nu3o-
rJ1000TpHA03IC(UHTO3UH

GCW — rnobasibHast KOHCTPYKTUBHAs
pabora

GLA — ren ranakro3uaassl anbha
GLS — rno6asibHy0 MPOJI0JIBHYIO
nedopManuro

GWE — s¢ddextuBHOCTS TII00ATBHOM
paboThI

GWI — unHnekc rinobanbHON paboThI
GWW — nokasareinb pabOThI BILCTYIO
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MowuceeB Anekceii Cepreesuu (Poccuiickas ®enepanust)
IMopaxenune cepaua npu 6o1e3Hu ®adpu

B pabote uzyueno nopaxenue cepaua npu oosnesnu ®adbpu. B ucciepoBanuu Ha 00JIbIIOM
MaTepuajie OLIEHEHbl 4acTOTa U OCOOEHHOCTU MOPAXKEHUsS Cepllla U UCXOJbl B POCCHICKOM
nomymsiiuu nanueHToB ¢ b®. Hamm Obuta mokazana He0OXOAMMOCTh UCKItoueHuss bd y
MAIMEeHTOB C TUIEPTPO(dUEH JIEBOTO JKeTyJ0UKa HESICHOTO TPOUCXOKAeHUs. [ muarnocTuku
kapauomuonatun Pabpu  BHepBbIE B POCCHHWCKON MpakTuUke wucmonb3oBanbl MPT ¢
KOHTpacTHpoBaHueM ragonuHueM u speckle-tracking sxokapauorpadus. Ilomydyennsie
JaHHBIE CBUJETEJBCTBYIOT O CYLIECTBEHHOM BKJAJ€ MOPAKEHUS CEpAlla B OOLIYIO TSKECTb
b®, uro ompenenser HEOOXOMUMOCTh PAHHEW JAMATHOCTHKU 3a00JeBaHUsS, KOTJa eIIe
OTCYTCTBYIOT HEOOPATUMbIE U3MEHEHNS BHYTPEHHUX OPraHOB.

Moiseev Alexey Sergeevich (Russian Federation)
Heart involvement in Fabry disease
In this research we studied heart involvement in Fabry disease. In a study based on a large
amount of material, the frequency and characteristics of heart damage and outcomes in the
Russian population of patients with FD were evaluated. We demonstrated the need to exclude
Fabry disease in patients with left ventricular hypertrophy of unclear origin. For the first time
in Russian practice MRI with enhancement and speckle-tracking echocardiography were used
to diagnose Fabry cardiomyopathy. Heart involvement is one of the most severe symptoms of
Fabry disease, which determines the need for early diagnosis of the disease.



