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AHHOTALMA

Amunongos sBnseTcs CUCTEMHbIM 3a60/eBaHNEM, NOPAXAIOLLMM He TONbKO Cep-
[Ie4HO-COCYAMCTYIO CUCTEMY. B loKYMeHTe Hanbosiee LWNPOKO 06CYXAAETCA 3TUO-
NIOrUs, NaToreHe3, 0COBEHHOCTU KIMHUYECKOrO TeYeHUs BYX TUNOB aMin0mMa03a
AL- n ATTR. CymmMpOBaHbI AaHHbIE 0BHOBNEHHbIX MEXYHAPOAHbIX MPOTOKO0B
W peKOMeHJAUMA N AMarHoCTMKe amunongosa. lpedcTaBneH KpaTkuii 0630p
no METOAAM WHBA3WBHOW M HEWHBA3WBHOW AMArHOCTWKW W UX COYETaHWAM, An
KaXX[0ih U3 AUarHOCTUYECKUX ONLMIA U MHCTPYMEHTOB NPUBOANTCS aHANK3 [0Ka3a-
TeNbHOM 6a3bl. B CTaTbe onucaH afanTUpOBaHHBIA ANropUTM NOCNeS0BaTeNbHON

QNArHOCTUKN 1 A epeHLNanbHOR ANarHOCTMKM NALMEHTOB C NOA03PEHNEM Ha
AKMIT ¢ y4eTOM COYETAHUS KNMHUYECKMX NPOABIEHUIA N JAHHbIX 06CNEA0BaHMA.
B cTatbe ocsAlleHa npobnema Kak cneuuduieckoro nevenns AL- u ATTR, Tak u
CUMMTOMATUYECKON Tepanuu, Kak CepAeyHON HeJOCTaTOMHOCTI, HAPYLLIEHWIA pUT-
Ma 1 NPOBOAMMOCTH, TaK 1 HEBPONOTUYECKIUX NPOABNEHNIA. [loKyMeHT ByaeT no-
Ne3eH KaK Bpayam NepBMYHOO 3BEHA, TaK 1 Y3KIM CreLnanicTam: Kapamonoram,
HEBPONOram, reMaronoram u Hechponoram.
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SUMMARY

Amyloidosis is a systemic disease affecting not only the cardiovascular system.
The paper discusses etiology, pathogenicity, features of clinical course of two
types of amyloidosis AL- and ATTR. Data from updated international protocols
and recommendations for the diagnosis of amyloidosis are summarized. A brief
overview of invasive and non-invasive diagnostic methods and their combinations
is provided, with an analysis of the evidence base for each of the diagnostic
options and tools. The article describes an adapted algorithm for sequential

diagnosis and differential diagnosis of patients with suspicion of ACM, taking
into account the combination of clinical manifestations and examination data.
The article covers the problem of specific treatment of AL- and ATTR, as well as
symptomatic therapy, both heart failure, rhythm and conduction disorders, and
neurological manifestations. The document will be useful both for primary level
doctors and narrow specialists: cardiologists, neurologists, hematologists and
nephrologists.
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BBEJIEHWE

AMWUNOMZ03 — 3TO NATONOrMYECKOE COCTOSHME, XapaKTepU3YHoLLe-
€Csl HeNnpaBUNbHbIM CBOPAYUBAHUEM 6eNnKa, NPUBOAALLMM K BHeKMe-
TOYHOMY OTIIOXKEHUIO aMUNOUIHBLIX OMOPUIN B PasNU4HbIX OpraHax
11 TKaHAX, BbI3bIBas UX OUCCYHKLNIO W ONPeLenss cucTeMHOCTb 3a-
00/1eBaHMA. HalLle BCEro NopaxaroTcs cepaue, NoyKu, neyeHb, nepu-
(hepuyeckie HepBbl M BereTaTUBHAsA HePBHAA cucTeMa. B HacTosLee
BpeMs W3BECTHO 42 6Genka-npejLlecTBEHHWKA, KOTOpble MOrYT fiB-
NATLCA NPUYMHON PA3BUTUA JAHHOrO cocTOAHMA [1]. [1Ba OCHOBHbIX
TMNa aMUnona03a, NPeaCTaBnsoLWMNX UHTEPEC ANs Kapanonoros, —
3TO TPAHCTMPETUHOBBLIA amunongo3 (ATTR) n ammunongos Nérkux Le-
neit (AL). ATTR-amnnonL03 BO3HIKAET B Pe3ynbTaTe 0TNI0KEHUA He-
npasubHO CBEPHYTOro TpaHcTupeTuHa (TTR), paHee M3BECTHOMO Kak
npeanb6yMuH. TTR CUHTE3MPYETCA B MEYEHW U NEPEHOCUT BUTAMUH
A (petuHom) u TUPOKCWH, OTCIOAA U ero Has3sauue. AL-amunongos,
TaKXe M3BECTHbI KaK NEpPBUYHLIA CUCTEMHbIA aMWUNONL03, BO3HU-
KaeT W3-32 OTNIOXKEHWS HENpPaBUIbHO CBEPHYBLUMXCA NErKMX Lienei
MMMYHOr106YNMHOB BCEACTBUE AUCKPA3MN NNa3MaTUHeCKNX KNeTokK
[2]. AmunongHas kapavomuonarus (AKMM) wnm ammunongos cepa-
L|a BO3HMKAET B Pe3yrnbTate WH(UNbTPALMU CTPYKTYP CepAaLa amu-
NOMAO0M, YTO NPUBOLUT K YTONLLEHUIO CTEHOK 1 AUCCYHKLMN XKeny-
[04K0B, hopMUPYS TUNepPTPOCONYECKUIA N PECTPUKTUBHON (DEHOTMN
KM [3]. CywectsyeT asa noaruna ATTR-KMIT: amunonaos aukoro
Tvna (ATTRwt), paHee W3BECTHbIA KaK «CTap4ecKuit», KOTOPbIN Bbl-
3BaH OT/IOXKEHWEM HEMPaBWIIbHO CBEPHYTOrO OWUKOrO TWNA (FeHeTn-
Yeckn HopManbHOro) TpaHctupetuHa (TTR) M3-3a HEW3BECTHBLIX Me-
XaHU3MOB, CBA3AHHbIX C BO3PACTOM, U HACNEACTBEHHbI aMUnongo3
(ATTRv), paHee M3BECTHbIN KaK «CeMeiiHblid», a Tenepb 6051ee TOYHO
Ha3bIBAEMbIA «MYTAHTHBIM WAWN BapUAHTHLIM>» aMUIOMA030M U Bbl-
3BaH 0AHOM M3 6onee vyem 130 myTaumi reHa TpaHctupetuHa (TTR),
KOTOPbIE NPUBOAAT K HECTABUNBHOCTH, HeNpaBUIbHOMY CBOpPa4mBa-
HWo 1 oTnoxeHuto TTR [1]. [lo HejaBHero BpemMeHu cneundmnyeckon
Tepanuu B NIe4eHM aMnIon03a He CyLLLeCTBOBaNO, NPOrHO3 NaLmneH-
TOB 0CTaBasCA KpainHe He6MAronpuUATHbIM, NaLUeHTam MOXHO 6blno
NPeanoXuTs NNWb cuMnToMarnyeckyro Tepanmio XCH. OgHako 3a
nocnefHue JecaTb NeT Obln JOCTUTHYT 3HAYUTENbHBLIA NPOrpecc B
NeYeHnm, U3MEHAIIOLLEM TeYeHne 3a60/1eBaHus, 4TO SABT Hanexay Ha
3ameqneHue nporpeccupoaHne AKMIT, ynyylleHne Ka4ecTBa xus-
HW 1 YBENUYEHWE BbDKMBAEMOCTU, OHAKO Cneumnuyeckas Tepanus
ocTaeTca 3pdeKTUBHOIA HA paHHKX cTaausx 3abonesaHuns. Bmecrte ¢
TeM B HaCTOsILLiee BpeMs BO BCEM MUPE CYLLECTBYET Npobaema nosj-
Hel BepuMKaLMM OUarHo3a, 4to 3amefnser Hayano cneuuduye-
CKOW Tepanuu 1, crefoBaternbHo, NPUBOAUT K YXYALIEHWUO NPOrHO3a
nauueHToB ¢ AKMI. duardoctuka AKMIT ocTaeTcs HenpocTon 3ada-
Yel NS KNUHULMCTOB He TONbKO B P®, HO 1 3a py6exom. Tak okoso
Tpetn naumeHtoB ¢ AL-KMI 10 npaBunbHOM NOCTAHOBKM AnarHosa
0CMaTpUBANNCL MUHUMYM YeTbIPbMS CrieuuanucTamu [4, 5).

B [aHHOM KOHCeHCyCe npejCcTaBneHo MHeHUe 3KCMepTOB OTHO-
CUTENbHO LMArHOCTUKM W COBPEMEHHbIX CTpaTeruii neveHus Kak
ATTR-KMI, Tak u AL-KMI.

TpaHCTMPETUHOBLIA amMWNIOMA03 OTHOCUTCS K rPYnne CUCTEMHbIX
aMuIoMa0308, AN KOTOPbIX XapakTepHO OTNOXEHUE aMUNOMAHBIX
propuUNN B MEXKNETOYHOM MPOCTPAHCTBE PA3SINYHBIX TKaHEW, YTO
NPUBOAMT K NPOrpeccupyioLLiei AMCYHKLMN OpraHos 1 cuctem [6].

ATTRv ABfISeTCA reHeTUYeCKMM 3a60eBaHNeM C ayTOCOMHO-[0-
MUHAHTHBIM TUMOM HACcNe0BaHUs, NePEMEHHOA NEHETPAHTHOCTLIO
1 aKkcnpeccusHocTblo [7.]. M'en TTR Haxogutcsa B 18 xpomocome, Ha
CEroAHALLHNIA feHb 6biN0 naeHTUULMPoBaHO 6onee 130 MUCCEHC-
amunoungoreHHbix BapuaHTos TTR [8]. Mpu ATTRwt TTR craHosuTCS
KUHETMYECKI HECTabWUbHBIM, Y4TO YBENINYMBAET €0 CKMOHHOCTb K
HAKOMMIEHWMIO U OTNOXXEHMIO B BULE aMUNONAHBIX prubpun. TouHas
NPUYMHA HESCHa, HO, NO-BUAMMOMY, OHa CBA3aHa C BO3pacToMm [9].

[ectabunuaupyrowne BapuaHtbl TeTpamepa (CBA3AHHbIE C
ATTRv) w/unu BO3pacTHOE HapyLUeHWe romMeoCcTaTU4ecKUX Mexa-
HU3MOB (B cnyyae ATTRwt) cnoco6CTBYIOT NPOTEONUTUYECKOMY
peMofeNnupoBaHnio n auccoumaumm TTR Ha MOHOMEpbI, KOTOpbIe
BMOCNEACTBUN HENPaBWUIbHO CBOPAYMBAOTCA U arpermpytot, o6pa-
3ys aMunougHble MOPUNNbI, KOTOPbIE OTKNAAbIBAIOTCA B Pasfny-
HbIX OpraHax, Bknoyas cepgue [10].

ATTRv nmeet pasHblii BO3pacT Hayana, nepeuyHoe eHoTMnnYe-
CKOE MpOABIEHNE U TeYyeHne 3a60NeBaHNs, KOTOPbIE B OCHOBHOM
ONpejenanTCA KOHKPETHbIM BapuaHTom TTR [11.].

Han6onee pacnpocTpaHeHHbIM BapuaHToM TTR B Mupe sBnseTcs
p.Val50Met, KoTopbIn 3HAEMUYEH B pernoHax Moptyranum, LUse-
UumM 1 SiNoHMKM, NPOSBNAACL Kak 3a60/1eBaHNe C PAHHUM Ha4yanom
(30-40 net) unu no3gHum Havanom (50-60 net) [9]. B MopTyranuu
1 SINOHWUW ONKUcaHa BbICOKas NMEHETPAHTHOCTb 3TOM MyTauun: 6onee
yem y 90 % HocuTenen p.Val50Met passrsaroTcs CUMNTOMBI K BO3-
pacty 50 ner [7].

Han6onee yacTbiMm BapmaHtom B GLUA 1 BennkobputaHuu sBns-
etca p.Val142lle. OH TakxXe NpenMyLLeCTBEHHO MaeHTUdULMpYeTCS
y nuL, adhpukaHckoro npomexoxaeHus [12,13] y Kotopsix pacnpo-
CTpaHeHHOCTb focTuraet 3—-3,5% [14]. NeHeTpaHTHOCTb 3TOrO Ba-
puaHTa oueHuBaetcs B 39%.

Bapuant p.Thr80Ala npucytcTeyer npumepHo y 1% xutenei
CesepHon WpnaHauu u pacnpoctpaHeH B Benuko6putaHun, CLUA
n Asctpanuu [15]. OH 4acTo NposiBNAETCS KaK CMELIAHHbIA (DeHo-
TUN (T.e. CEPLEYHbIA U HEBPONOTUYECKNIA) C NOPaXEHUeM cepaua
B 90% cny4aes. [Ipyrue BapuaHTbl, CBA3aHHbIE C NPEUMYLLECTBEH-
HbIM NOpaXeHueM cepaua, BkntoyaoT p.lle88Leu (pacnpocTpaHeH
B Mtanum) n p.Leu131Met (pacnpoctpaHen B Januu) [13].

KnuHuyeckn ATTR npoTekaeT B BUAE Pas3fiMyHbIX BAPWUAHTOB: C
NPenMyLLEeCTBEHHbIM MOPaXEHWEM CepAaLla C PasBUTUEM Kapamo-
muonatun (ATTR-KMIT), ¢ BapuaHToM nopaxkeHus HEpPBHOIA CUCTe-
Mbl (TPAHCTUPETUHOBOW amunonaHoi nonuHenponarum (ATTR-MH)
UM CMELLIAHHOr0 BapuaHTa.

Mpu HEKOTOPbIX FEHETUYECKUX BapUAHTAX B KIIMHWUYECKOMW Kap-
TWHe 3abonesaHus npeobrafaer KapavMomuonatus (Hanpumep,
Val122lle, lle68Leu, Thr60Ala, Leu111Met), B To Bpems Kak fpy-
rve cBA3aHbl B NepBYH0 04epedb C NonuHelponatuein (Hanpumep,
Val30Met), Ho 06a nposBrieHns 3ab0seBaHnsa MOryT HabnaaTbes
B pasNuyHbIX COOTHOLEHMAX [16, 17, 18]. KnuHuyeckas kapTuHa
MOXET U3MEHATLCA B TEYEHWE XKU3HU, TaK KaK aMmunong npogon-
)KaeT HaKanIMBaTbCs B APYruX TKAHAX; MOXET HabNo4aTbCs Bapu-
a6enbHOCTb CUMNTOMOB B Npefesiax 0fHON CeMbM.

CucTemubii AL-amunongos (AL-A) TaKxe ABNSAETCS XM3HEYrpoXa-
oMM 3a60NeBaHNEM, NPU KOTOPOM abeppaHTHbIE MiasmaTuyeckue
KneTku (pexke B-numchoumTbl) NpoayUMpPYIOT MOHOKIOHAMbBHbIE CBO-
60[Hble nerkue Lenu ummyHorno6ynuHo (CJILL), KoTopble B cocTaBe
amunounza OTKNaAblBAKTCA B Pa3UYHbIX OpraHax, HapyLuas Ux CTpyk-
TYpy 1 hyHKUMt0. CornacHo nocneaHeit Bepcuu knaccudmkaum BO3
2024 r. TepMuH «AL — amunonao3» 3aMeHeH Ha «UMMYHOrNo6YnH
accoLMNPOBAHHbIA aMUIong03» 1 paccMaTpuBaeTcs B Nnofapasgene
«3a60/1eBaHNA, CBA3AHHbIE C OTIOXKEHUEM MOHOKIIOHAMbHbBIX UMMY-
HOrNO6YNMHOB>» pasfdena «[1Na3mMOoKNeTo4YHble HOBOOGPA30BaHMS U
Apyrve 3ab0eBaHNs, CBA3aHHbIe C napanpoTenHom» [19].

AL-A — camblii 4acTblit TN aMWNOMA03a: ero UarHoCTUPYIOT B
55-68% cnyyaes cpeay Bcex BapuaHToB amunoungosa [20, 21]. 3a-
6onesaemocTb AL-A coctasnsert B cpegHem 10 crnyqaes Ha 1 mun-
JINOH HaceneHus B rof. BaHo 0TMETUTb, YTO PaCNPOCTPAHEHHOCTb
AL-A 3a nocnegHue 20 NeT yBenn4munach Bo BCEX KPYMHbIX CTpaHax
¢ 8 po 51 cnyyas Ha 1 MUNNKUOH HaceneHus. PocT aTux nokasare-
neil CBA3bIBAIOT C MOBbILIEHNEM OCBELOMIEHHOCTU BPAYen 1 ynyy-
LEHMEeM AnarHocTukn. PacnpocTpaHéHHocTb AL-A yBenn4ynsaertcs
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C BO3PACTOM M y[BaMBaeTCA B KOropTe Ntofen ctaplie 65 net, no
CPaBHEHWO C BO3pacTHoii rpynnoi 35-54 net. CpeaHuit Bo3pacTt
naumeHToB ¢ AL-A — 63 roga [22, 23].

Mpn cuctemHom AL—A BO3MOXXHO NOpPaXKeHWe BCEX BHYTPEHHUX
0praHos (Kpome rofoBHoro mo3sra). Hanbonee 4acto B naTonoruye-
CKMI NpoLiecc BoBekarTca cepaue (68-71%) u noyku ( 66-78%),
pexe - neveHb (13-16%), HepBHas cuctema (6-14%), MArkue TKaHu
(13-17%) [24, 25]. Y 60nblUMHCTBA NauneHToB (64-82%) nuarHo-
CTUPYIOT NOPaXeHne ABYX W 60/1ee BHYTPEHHUX OpraHoB, HO B 18-
36% cny4aes NaToforMyeckmii NpoLecc 3atparuBaeT TO/bKO OOMH
opraH (4awie nouku) [25, 26]. Mpu AL-A MoryT pa3BuBaTbCs Kak
TPOMOBOTUYECKUE, TaK 1 FeMOPPAruyeckune OCNOXHEHNS, KOTOPbIE
camu no ce6e yxyawaroT NporHos.

0AHaKo UMEeHHO KapanomuonaTus ABASeTCcs 0CHOBHOW NPUYMHON
cmepTu (B 61% cnyyaes) nauueHToB ¢ AL-A, onepexxas noyeyHyro
HEeLOCTaTOYHOCTb U Apyrue 0cnoXxHeHus [27]. Mo atoi npuynHe
onpegeneHue ctagum npu AL-A 0CHOBAHO Ha 3HA4eHUAX Kapamo-
MapKepoB, OTPAXKAOLLMX CTEMeHb TSHKECTU NOPaXeHus cepaua u
KOPPENMPYIOLLMMK C 06LLEN BLDKNBAEMOCTbH.

KoBapcTBO aMnnong03a CBA3aHO C reTeporeHHOCTbIO KMHUYECKNX
NPOSBNEHWIA, ANMTENbHbIM OTCYTCTBMEM CMeLNNYECKUX CUMMTOMOB
00N1e3HM, 4TO PACCMATPUBAETCS B KA4ECTBE OCHOBHOI NPUYMHBI NO3L-
Hen guarHocTukn AL-A. B peanbHOM KNWMHWYECKOW NpakTuke B Poc-
CUW MeamaHa BPEMEHW OT MepBbIX KIMHNYECKNX UK N1a60paToPHBbIX
NPU3HAKOB [10 YCTAHOBNEHUS AnarHo3a cocTasuna 25 (1-144) mec.
lMpn atom 82% nauueHTOB 06CNEN0BaNNCL Y TPeX 1 Gonee Bpayen
Pa3nnyHbIX creumanbHOCTeN, Yatle y Hedoponora 1 kapauonora [26].
Mo faHHbIM 3apy6exHbIX UCCNeLoBaTenei, B Te4eHUe Nepeoro roga
OT NOABSIEHUS KIUHUYECKUX UMK Tab0paTOPHbIX CUMNTOMOB UarH03
AL-A ycTaHaBnuBarT nuwb Y 63% naumenTtos [28]. K coxanenuio, y
51% 60nbHbIX 3260N1eBaHNE BbIABNAIOT Y)xe B no3aHed Il ctagum (B
TOM yucne y 14% nauuentos B IIIB ctagum) [25].

Mpn AL-A 6enkom npeALlecTBEHHUKOM SBNAIOTCA MOHOKSIO-
HanbHble CJIL, MMYHOrNOBYIMHOB, CEKPETUPYeMble aBeppaHTHbI-
MU Ma3mMaTUyecKUMu KneTkamm, pexxke NUMAEOMAHBIMU KIeTKamu
KOCTHOro mo3sra. Mopdonoruyeckuit cy6cTpat npu CUCTEMHOM

KOXA U MATKWE TKAHW
Mepuop6utansHas mypnypa (AL-CA)
Makpornoccus (AL-CA)

YBennyeHne noJHMKHEYEN0CTHON
CroHHON xenesbl (AL-CA)

Ocunnoctb ronoca
O6CTYKTUBHOE aMHO3/TUNONHO3 CHa

XKKT

Manbabcopbuus, CHUXeHMe Beca
[napes/zanopsl

['acTponapes

NOYKKN
[poTenHypus
HedbpoTuyeckuin cuHapom

AL-A, B 0TNIM4ME OT MHOXXECTBEHHO MWENOMbI, XapaKTepu3yercs
yauie He60nbLWION JoNei abeppaHTHbIX MIasMaTUYecKnX KIeTok B
KocTHOM mo3re (MeHee 10%) ¢ HWU3KOI NponndepaTMBHON akTuUB-
HOCTbHO. Mpodyunpyemble NNasmaTHecKuMi KneTkamu MOHOKO-
HanbHble CJIL, MMMYHOrNO6YNNHOB, COELUHASCH C 6enkami nnas-
Mbl, 06pasylOT HepacTBOpPMMbIE (MOPUANLI (aMUNong), KoTopble
OTKNA[bIBAIOTCA BHEKNETOYHO B PA3NMYHbIX OpraHax u TkaHsx. 1o
HEKOTOPbIM [JAHHbIM, BAXKHOE 3Ha4eHNe B NaToreHese 3ab60neBaHus
VIMEET HapyLUeHne npoTeonnsa (gerpagauum 6enkos) [29]. B 74-80%
cnyyaes AL-A BbISBNAIOT CEKPELMIO MOHOKMOHANIbHBIX JIErkux
A-uenei [25, 30]. Amunoua, 0TKNagbiBascb B TKaHsAX, NPUBOAUT
K PEMOLENUPOBAHUI0 M LUCHYHKLUNN OpraHos. B akcnepumeHTax
Oblna [j0Ka3aHa TakxXe NpaAMas KapAWOTOKCUYHOCTb LMPKYnupy-
owmux amunongoreHHbix CIIL uMMyHOrno6ynmMHOB nocpescTBOM
OKCMJATMBHOIO CTpecca, arnontosa KapAuoMUOLMTOB, aKTWUBALMM
MWTOreH-aKTUBUPOBAHHOI NpoTenHKuHasbl [31, 32].

KJINHWYECKWE NPOABJIEHAA AKMIN

KnuHuyeckne nposiBieHns amunougosa sBNATCA CNeacTBuem
HapyLWeHns (DYHKLMW CUCTEMbI OpraHos (CepAedHo-cocyamcTas
CWUCTEMA, HepBHAsH CUCTEMB, XEJNyJ04HO-KULLEYHbINA TPAKT, KOXa 1
MATKWNE TKaHWU, ONOPHO-[BUraTeNibHas CUCTEMA), B TKAHU KOTOPbIX
OTKNAAbIBAOTCA aMUNOMAHbIE Leno3nuTbl. AMUIIONZO03 ABNSETCA
CUCTEMHbIM 3260/1€BaHNEM, UIMEHHO 3TO W 00BACHAET Pa3Ho06pa-
3ue Knuunyeckon kapturbl [33, 34]. Ha pucyHke 1 npeacrtasneHa
CXeMa NMopaXeHns Pasnm4HbIX OPraHoB Npu aMmuIongose.

MopaxeHue cepae4HO-COCYANCTOI CUCTEMDI

KnuHuyeckne nposisneqns AKMIT aBnstoTca HecneuuguuHbIMm.
Ha nepBbli NNaH BbIXOAAT CUMNTOMbI CEPLEYHON HEA0CTATOYHOCTH:
ObICTPAs YTOMNSEMOCTb, OAbILIKA BMNAOTh 40 YAYLLIbS B MOMOXEHUM
nexa, nepudgepuyeckine 0Tekn, KOTopble MOMYT BbITb YPE3BbIHAHO
YCTON4MBBLIMU K NPOBOAMMON MOYErOHHOW Tepanuu, acumt. [laHHas
CUMNTOMATUKA pa3BMBAETCA BBUAY MPOrPECCUBHOrO OTIOXKEHUS
amunonga B UHTEPCTMLMaNbHOM NPOCTPAHCTBE MUOKApLa, YTo Npu-
BOAWT K YTOMLLIEHMIO CTEHOK BCEX Kamep ceppua (B NepByto 04epeab

HEPBHASl CUCTEMA
CnabocTb, CHUXEHMe Beca

CMeLuaHHas ceHcopHas 1 MOTOpHas
nepedbepuyeckas nonmHeiponarus
ABTOHOMHas ANCKYHKLMA (OpTOCTATMYECKas
TUNOTEH3US, AMCCYHKLMA MOYEBOTO My3bIps)

CEPJIEYHO-COCYAUCTASA CUCTEMA
CeppeyHas HeaoCTaTO4HOCTb
HapyweHue AB-nposefeHus
CuHKONANbHbIE COCTOAHNA

on/mn

BHesanHas cepaeyHas cMepTb

OMOPHO-ABUIATENbHAS CUCTEMA (ATTR)
CvHApoM KapnanbHOro KaHana

(TeHO03 NO3BOHOYHOIO KaHana

OTpbIB CyXoXunua éuenca nneya

bonu B nne4esom cycrase,
Ta306e[peHHbIX CycTaBax

Llenkarowmii nanet,

PucyHok 1. Cxema nopaxeHusi pa3nuyHbiX OPraHoB Npu amMuNOMA03€, NPUBOAAUMX K PAa3BUTHIO COOTBETCTBYIOWIEH CUMNTOMaTUKE

(apanTupoBaHo u3 [35])

Figure 1. Scheme of damage to various organs in amyloidosis, leading to the development of corresponding symptoms (adapted from [35])
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NeBOro >Xemnyfoyka, 3areM Npefcepaui W NpasBoro enyfnouka).
YTonweHne CTeHOK U (ubpo3 nexar B OCHOBE [LMACTONINYECKOM
OMCCYHKLMW, BNAOTb A0 TAXKENbIX PECTPUKTUBHBIX HAPYLUEHWIA, a B
CTafuu eKoMneHcauun pa3BruBaeTcs Nporpeccupytolias CucTonu-
yeckasn AMCAYHKLMA, 4TO NPUBOANT K CHKeHuo ®BJTXK [9, 36, 37].

CnepnyeT 0TMeTUTb, 4TO Npu AL-AKMIT KnMHWYecKne nposiBneHns
CepLe4HOI Hel0CTaTOYHOCTU NPOrPeCcCUpyOT BbICTPEe, a TAXKENble
PECTPUKTUBHbIE HAPYLLIEHWUS Pa3BUBAIOTCSA M NPU OTHOCUTENBHO He-
OONbLUMX 3HAYEHMAX TONLWMHBI cTeHOK JTXK [38, 39]. Oco6eHHOCTbIO
ceppe4Hoii Hegoctato4HocTy npu AKMIT aBnsaeTcs pedppakTepHOCTb
K npoBoAumoit Tepanuu XCH, B TOM 4mMcne K NeTNeBbIM AUypeTUKam.

AmunoungHas uHUIbTpaLUs 3aTparnsaeT 1 KnanaHHbIA annapar
cepaua, 4Tto NpuBOaUT K AN Y3HOMY YTOMLLEHWO CTBOPOK, NO-
CNeayloLLen Ki1anaHHoA peryprataymy pasnuyHoi crenenn [37] u
ycyryénset nporpeccupsoanue XCH.

AopranbHbii cTeH03 (AC). PacnpocTpaHeHHOCTb a0pTanbHOro CTe-
HO3a B rpynne nauneHTos ¢ AKMI Bbicoka. PucK pa3sutus fereHepa-
TWMBHOIO A0PTabHOM0 CTEHO32 TaKXe Kak u ATTRwt yBenuunsaetcs ¢
Bo3pactom. CoyetaHme ATTR-AKMI u AC BcTpeyaetcs B 4—16% cny-
YaeB y nuu ctapuie 65 net. CneayeT 0TMETUTb, YTO B NOMYAALMM Na-
LmeHTOB ¢ AC, COYETatOLLMMCSA C HUSKM NOTOKOM W FPagMeHTOM Mo
[aHHbIM axokapaumorpadun (3xoKI), YactoTa BbISBNEHUS YBENNYU-
Baetca 1o 30% [40]. Mpu AC amunongHoro reHe3a npoucxoauT oTmo-
)KEHNe aMmunonaHbIX PuUéPUNN Kak B TONLLE MUOKAPAA XKeNnymd04KoB,
BbI3blBast YTONLLEHWNE CTEHOK Kamep, Tak W B 061acTu ombpo3HOro
KOMbLA W CTBOPOK KnamaHa, 4To npuBoauT K chopmmposaruio AC.
CTOMb CNOXHbIE MEXaHU3Mbl, NPOrPECCUPOBAHNS TUNEPTPOCDUN M-
oKappa, HapyLUeHune amacTonuyeckoin yHkumm npu AG 3atpyaHatoT
nposefeHue auddepeHynanbHON AUarHoCTUKN U TpebyoT Co3AaHus
0C006bIX anropuTMOB NocTaHoBKM AnarHo3a AKMI u AC. ®opmupo-
BaHue AC MOXET NpoucxoauTb He ToNbko npu ATTR, HO u npu AL- 1
AA-amunoungose [41]. NMockonbky 06a 3a60NneBaHUA UMEKOT CXOXME
KIMHUYECKMe W 9XoKapauorpadomyeckne npU3Hak, AuarHocTuka
AKMI npu Hanu4mm AC npeficTaBnseT co60il 04eHb CNOXHYHO 3ajady
113-3a HacnanBaLLMXCa APYr Ha Apyra KNUHUYECKNX AaHHbIX [41].

Cnenytowmm nposisnennem AKMIT aBNAOTCA HApyLLEHUs pUTMa
Y IPOBOAUMOCTH, B PSLE CIy4aeB OHU MOTYT NpeALLecTBOBaTb Ma-
HucpecT cumnTomoB XGH. Yalle BCcero pa3BuBakOTC HamKenynoy-
KOBble HapyLLEeHWs puTMa: onbpunnaumnsa/TpeneTaHue npeacepaui
(®M/TM) 1 HapyweHus NpoBoAMMOCTY (6710Kaja HOXeK ny4yka lmca
W MHOT A aTpMOBEHTPUKYNAPHAsA M CMHOATpuansHas 6nokaga. ®rl/
TN pa3BuBalOTCA Kak MO MPUYMHE OTIIOXKEHUS aMUNOAHBIX (hu-
OpuUnn B TKAHM NPEACepaui, Tak U N0 NPUYUHE SuUnaTalun nonocTu
JIMN BBUAY ANACTONNYECKON AMCHYHKLUMM U KIanaHHOW MUTpalb-
Hoit peryprutaumu. [37, 42].

AKMIT siBnsieTca 3a60y1eBaHm1eM, Npy KOTOPOM KpaiiHe BbICOK PUCK
TPOMOO3MOO0IMYECKNX OCNOXKHEHUA. ITO 06YCNOB/IEHO HE TONbKO
00LLen3BeCTHbIMI puckamu npu OM/TTT, HO W TXKENON CTeNeHbH0
HapyLLEHMs CUCTONbI NPeACepaNiA, NPUBOAALLEA K CTa3y KPOBM B MO-
NOCTU Npeficepanii faxe npu CUHYCOBOM putme. [37, 43, 44].

Y naumeHToB ¢ AL-amunougo3om CyLiecTBYeT W LOMOHUTENb-
Hble (DaKTOPbI, yCryonawue puck TPOMO03IMOONUYECKUX OCNOX-
HEHWI He TONbKO BBWAY M3MEHEHWUA CO CTOPOHbLI CBEPTHIBALLEN
CUCTEMbl KPOBU, HO W [OMONHWUTENbHBLIX PUCKOB HA (DOHE NPOBO-
AUMOW nosimxumuoTepanmn [45].

B KNUHMYECKOI KapTuHe 3a6051eBaHUA MOXET ObITb 1 KIMHWUKA
CTeHoKapauu, nockonbky AKMIT cBsizaHa ¢ NnpOBOKaLKMe nilemueii
MUOKapaa BBUAY aMUNOWAHOA WHUIbTPALUYA SNUKAPANANbHBIX
apTepuil, UI3MeHeHNs MUKpoLMpKynauuu [46, 47].

Kpome TOro, nauneHTbl MOTyT NpeabaBAsTb XKanobbl Ha ronoBo-
KpY>XeHue, CUHKONabHbIe W NPeACMHKONaNbHbIE COCTOAHUSA. [Mpu-
YWUH Ans NOJ06HbLIX CUMITOMOB MOXET BbITh HECKOMBKO: HapyLue-

HWUA pUTMa U NPOBOAMMOCTI, CUHAPOM Marnoro Bbi6poCa, a Takxe
BEreTaTUBHON AUCCYHKLMER U TMNOTOHNER [48].

MopaxeHne HepBHON CUCTEMbI

B oCcHOBe NMOpaXeHus HEPBHOI CUCTEMbI JIEXMUT BHEKIIETOYHOE
OTNOXeHue pubpunnapHoro 6enka (amunomaa) npenmyLLecTBeH-
HO B BONOKHAX nepudepuyeckux HepBoB (B 3NUHEBPUN, NEPUHEB-
puu, 3HLOHEBPUU, NPUBOAS K NPOrPECCUPYIOLLEN aKCOHANbHOM fe-
reHepauuu TONCTbIX M TOHKUX BOJTOKOH). KNUHUYECKMUe NposBneHus
MOrYT 6bITb PA3NUYHBIMU.

MeaneHHo M HeyKNOHHO MPOrpeccupyrollas no BOCXOASALEMY
Tvny AMCTanbHAs CUMMETPUYHAA CEHCOPHAA, 3aTeM CEHCO-MOTOp-
Had NOJIMHENPONATUg, NPU KOTOPOiA B Pa3HON CTEMEHN NopaxaroT-
€Al KaK TONCTble, TaK U TOHKWE HEPBHbIE BOJIOKHA.

KnUHNYECKUMYM CUMMTOMAMU MOPXEHNUS COMATUYECKIUX TOHKNX
HEPBHBbIX BOJIOKOH ABNAOTCS:

* Heiponatuyeckuin 6011eBOIA CUHOPOM; NAPECTE3UN U HOKe-
HWe JUCTAlbHbIX 0TAEN0B KOHEYHOCTEN.

KrMH4eckuMu cumMnTomMami NopaXKeHUs BeretaTuBHbIX TOHKUX
HEPBHbIX BOJIOKOH SIBNAIOTCA:

 OpTOCTAaTMYeCKas runoTeH3ns, (PUKCUPOBAHHAA TaxmKapans
NoKos;

* )KENyLOYHO-KULLEYHbIE PACCTPONCTBA: 3anopbl, Yepenyto-
LuMecs ¢ Auapeeit, NPUCTYNbI TOWHOTbI U PBOThI, 3ajepXKKa
OMOPOXXHEHNSA XenyaKa, HapyLueHue MoTopukn XKKT;

 Ta30Bble HapyLleHus (3afepXKa WK HeJepxaHue Moy,
HEeNpPOreHHbIA MOYEBOM MY3bIpb);

* 3pEeKTUNbHAA AUCHYHKLNSA, UMNOTEHLNS;

* HapyLleHue NOTOOTAENEHUS, aHTUAPO3.

KnuHNYeCKUMYU NPOSBIIEHUAMMU NOPAXKEHUS TOSCTHIX HEPBHbIX
BOJIOKOH ABNAOTCS:

* QWCTA/bHBIA CUMMETPUYHBIA TeTpanapes, 60siee BbIPKEH-
HbIA B HUXXHUX KOHEYHOCTAX;

e TUNOTPOMA W TUMOTOHWUA MbILIL, KOHEYHOCTe, runo-/
apednekcus;

* HapylLeHne NOBEPXHOCTHOW 6ONEBOI W rNy60KON YyBCTBU-
TENIbHOCTW MO NOSIMHEBPUTUYECKOMY TUMY, CEHCUTWBHASA
arakcws [49-56].

CnHApOM 3anACTHOrO KaHana, BO3HWUKAKOLWMIA B pesynbTare 0T-
NOXEHUS aMUTOUAHBIX PUEPUNNAPHBLIX BOSIOKOH B yaepXuBarene
crmbateneit U TEHOCUHOBUAbLHON TKAHW B Npefenax 3anicTHOro
KaHana, BblLenseTcs Kak camoe paHHee M PacnpoCTPaHeHHOe He-
cepaeyHoe npossneHue. C3K npuBoanT He TOMbKO K 60neBoMy
CUHAPOMY, HO W NPU ANNTENBHOM CYLLECTBOBAHUW K rNOTpOdUm
MbILUL, KUCTH.

MpumepHo y 50% naumenToB ¢ ATTRwt Ha6noaaeTcs CUHLPOM
3anACTHOr0 KaHana, NpeLlecTBYOLLNIA NOPXEHNO cepaua 3a 5-9
net [57]. Wiccneposanus nokasbisatot, 410 y 10-16% naumeHToB 06-
HapYXMBAIOT OTNIOXEHUSA amMmmnIIonaa B TEHOCUHOBUANBHOI 0601104Ke
BO Bpems OnepaLun Ha 3ansicTHOM KaHane, B T0 Bpems kak AKMI B
JaHHbIN MOMEHT HabNtoaeTcs TONbKO Y 2% naumeHTos [58]. dpy-
roe MCCneaoBaHne nNpoaeMOHCTPUPOBANO, YTO CKPUHUHT Ha AKMIT
nocne onepaTuBHOro 1e4eHNs ABYCTOPOHHEr0 CUHAPOMA 3aMACHOro
KaHana yepes 5-15 et onpejenuno noBbILIEHHYI0 PacnpoCTPaHeH-
HoCTb AKMIT Ha 5%. MpumMeyaTesibHo, 4T0 CUHAPOM 3aNACHOr0 KaHa-
na scrpedancs yale (6onee 1 n3 5 naumeHTos ¢ guarHozom AKMIT)
y NOXUNbIX MyX4uH 663 oxupeHus (MMT <30 kr/m? n Bo3pact >70
NeT), YTO CBMAETENbCTBYET O BO3MOXHOCTU CUCTEMATUYECKOro
CKPUHWHTA B OTAESbHbIX FPYNnax nauueHTos [99].

CMMNTOMHbIA CTEHO3 CAWHHOMO3IOBOr0 KaHana MosCHWYHOro
OTeNa, BbI3BAHHLIA OTNOXEHUEM aAMWUNOWAA B XKENTOA CBA3KE,
BCTPEYAETCA WCKMIOYUTENbHO Y naumeHToB ¢ ATTR, oco6eHHo Y
nauneHtos ¢ ATTRwt. bonee 4em y TpeTu NoXunbix Nogei, nepe-
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HECLLMX OnepaLmto no NoBOAY NOACHUYHOIO CMMHAMBHOMO CTEHO3A,
06HapYXMBAETCA aMMNONI, U ero pacnpocTPaHeHHOCTb YBENNYN-
Baetcs ¢ Bospactom [60].

CNOHTAHHbIN Pa3pbiB AUCTANILHOIO CYXOXMNNA BULienca, yKasbl-
BatoLMA Ha otnoxeHune ATTR, Habnopaetcs y 33% nauueHToB ¢
ATTRwt no cpaBHeHuto ¢ 2,5% pacnpoCTPaHEHHOCTbIO Y NALMEHTOB
C HEaMWIOMAHON Cepae4HON Hef0CTaTOMHOCTbIO [61].

Kpome Toro, y nauuentoB ¢ ATTRwt Habniogaetcsa 6onee Bbl-

COKaa pacnpocTpaHeHHOCTb TOTANbHOrO 3HAOMNPOTE3NPOBAHUA

T2306ePEHHOr0 M KOMEeHHOr0 CYCTABOB MO CPABHEHWIO C 06LLei
nonynaumen [62].

Makpornoccus

YBenuyeHne A3bika B pasMepax NpuBoANT K AUCKOMAOPTY Npu
pasroBope, XeBaHWW. Peyb CTAHOBUTCA HEBHATHOM, A3bIK 4acTO
Tpasmupyetcs. Mpu 0CMOTPE BbIABASAIOT YBEIMYEHNE UK YTONLLE-
HWe A3blKa ¢ 0TneYaTkamu 3y60B No Kpasm.

Cumntom Habnwogaetcs y 15% 60nbHbIX AL-amunongosom
[63]. Makpornoccus sBnseTcs naTorHOMOHUYHBIM NpU3Hakom AL-
aMmunoungosa.

MNepuop6utanbHas nypnypa («rnasa eHoTa»)

Pa3BuBaeTcs BCNELCTBIME MOPAKEHNS aMUNONLOM MEMKIUX COCY-
LOB 1 X TPOMOBUPOBAHMM C NOCTEAYIOLLMM Pa3pbIBOM.

MepuopbuTanbHble KPOBOM3NMAHWUA HAOBMOAAT NPUMEPHO B
15% cnyyaes [63]. CoyeTaHne nepnopbuTanbHOi Nypnypsl 1 Ma-
KpOrnoccuu CHMTAIOT eANHCTBEHHBIM NaTOrHOMOHWUYHBIM KIUHUYE-
CKUM npu3Hakom AL-amunomngosa [64]. Takxe nepumyLLeCTBEHHO

Ta6bnuua 1. Kputepun nopaxeHus opraxHos npu AL-A [apanTupoBaHo u3 69]

Table 1. Criteria for organ damage in AL-A [adapted from 69]

lNopaxenue opraHa Knuuuyeckue npusHaku
n HedpoTuyeckuit CUHOPOM,
04KM
XPOHUYecKas 60ne3Hb NoYek
TR CunbHoe NoxyfeHwe, renatomeranus,

YKEITyXa, reMopparuieckuii CUHAPOM

HepsHas cuctema:
CvMMeTpUYHas CEHCOPHO-MOTOPHAA

nepudepnyeckas NONMHENPONATUS HYXKHUX KOHEYHOCTEN:
OHEMeHMe, NapecTe3nu, 60sb
OptocTatiyeckas runoTeH3uns, ractponapes,
ABTOHOMHas 3anop, HapyLLIEHNe MOYENCTYCKaHWS,
9PEKTUMbHAA ANCCYHKLMA, OCUNAOCTb ronoca
PaHHee HacblLLEgHMe, TOLLHOTA, PBOTA,
Diﬂ%ﬁ””e KenyAKa 3arop U Aviapesi, racTponapes,

MaJibabcopbums, KpOBOTEYEHME

ans AL-amunougosa xapakTepHo NosiBiieHe reMopparui Ha Koxe
PYK, TYNOBULLA, NKLe, B NONOCTYA pTa, KOTOPbLIE BbifBnsTCs y 30-
50% 60NbHbIX BCNEACTBME MOPAXEHUA aMUNOULOM MUKPOLMPKY-
NATOPHOr0 pycna Koxu, TpOM603a 1 paspbiBa cocyos [65, 66].

MopaxeHue noyek

AL-amnnonao3 mMoXeT MaHW(ECTUPOBaTb C NOPAXEHUs MOYek,
YTO 4acTO NPOSABNAETCA HEPPOTUHECKUM CUHOPOMOM W NPOTEUHY-
pueil 13-3a 0TNIOXEeHNs amunouga B kny6odkax. MpumepHo 8 10%
CNy4aeB OTN0XXEHWe amuionaa NpoMCXOANT B MOYEYHbIX COCYyaax 1
TYOYNOUHTEPCTULMM, YTO NPUBOAMUT K NOYEYHON HELOCTATOMHOCTU
6e3 3Ha4MTeNbHONM NPoTenHYpuK [67]. B peakux cnydasx AL MoxeT
NPOSABNATLCA OCTPLIM MOBPEXJEHUEM MOYEK, CBA3AHHBIM C He-
(hponatueit, 06YCNOBNEHHON MHTPATYOYNAPHLIMW aMUNOUAHLIMM
0TnOXeHuamu [68].

Mopaxenune novek npu ATTR amunonpose HOCUT 6Osee Cnox-
HbI XapakTep: NPOrpeccupoBaHne KapauopeHanbHoro CUHApPOMa
y NaumneHToB ¢ TsHxenon XCH, npu no3gHux ctagusix 3a6onesaHms
0TMEYaeTcs OTNIOXKEHWE amuionaa B noYkax, 4to NpUBOAUT K Npo-
rPECCUPOBAHMIO MOYEYHON HEOCTAaTOYHOCTH.

WHble HeyacTble NPOABNIEHUA CUCTEMHOrO aMMNOUA03a

l'enatomeranus, CMHAPOM X0fecTasa; 0CUNOCTb ronoca; npo-
¢hy3Hble MOHOChI BBWAY Pa3BWUTUS SHTEPONATUW W BEreTaTWBHOM
ONCAYHKLNW, NOABNEHWE NPUNYXOCTU B MOAHWXKHEYENOCTHON
o6bnacru.

Knunnyeckne cumntombl AL-ammnionjo3a KpaitHe BapnabenbHbl
1 ONpefenstoTca CTEeNeHb0 AUCHYHKLMW OpraHoB, BOBMEYEHHbIX

JlononHuTenbHbIe METOAbI UCCNEA0BaHUsA

1. MccnegoBanue CyTO4HOM MOYY Ha BENTIOK — HECesIeKTUBHASA
npoTenHypus > 0,5 r/cyT (HaLLe HedppoTUHECKOrO YPOBHSI).

2. TIoBbILLEHWE YPOBHCS KpeaTUHUHA ChIBOPOTKY, CHUKeHNe CK®.
3. broncus NoYKu: BbISBIIEHWE OTIIOXKEHNA aMIUNIONIR B NOYKE

1. Y3W: yBennyeHne Kocoro pa3amepa npason fonm > 15 cm
B OTCYTCTBMWE CEpPLEeYHOMN Hel0CTaTO4HOCTL.

2. lNoBbIlweHne akTnBHoCTK LLID 6onee 4em B 1,5 pasa
BbILLIE BEPXHEr0 3HAYEHMS HOPMBI.

3. Koarynonarus

1. AnexTpommorpacms; akcoHanbHas
CEHCOMOTOPHas NoNuHeAponaTus

2. brnoncus Koxu: 0TNoXeHne amunonaa
B WHTPa3nuaepManbHbIX HepBax

buoncus Xenyaka Unu KULLKKW: 0TNI0XeHne amuionga B CTpome

lMopaeHne MArKMX TKaHeil

lMopaXxeHwe nerkux

lNopaxeHune WNTOBUIHON
)KENe3bl, HAAN04YEYHNKOB

[pyrvie CUMMTOMbI

Makpornoccus, apTponarus, NopaxeHne Koxm,
MUONATMA UK NCEBLOrUNEPTPOcUA MbILLL,
YBENUYEHNEe NUMAATNYECKIX Y308, CUHAPOM
KapnasnbHOro KaHana, CybMaHaubynsipHbIil 0TeK

Cyxon Kallenb, OAblLLKa

[MnoTpeos, XpoHu4eckas
Haano4e4yHNKoBad HeJ0CTaTO4HOCTb

061L1aq cna6ocTb, NOTeps MacChl Tena,
nepeMeXxatoLLas XxpomoTa, KPOBOTOUNUBOCTb

broncusa npu muonatum, NMdageHonaTn, NOPKEHUN KOXu

KT: nHTEpCTULMANBHbIE U3MEHEHNS, NEBPUT

MoBbILLEHME YPOBHS TUPEOTPOMHOI0 rOPMOHA,
CHVKEHIE YPOBHS KOPTI3051a B CbIBOPOTKE

1. YnbTpa3sBykoBas gonnneporpacus cocyaos
(apTepwin 1 BEH) HKHWUX KOHEYHOCTEMN.

2. \ccnenoBaHme coaepxaHus B CbIBOPOTKE
(haktopa X, npoTpom6uHa

lMpumeyarnne/Note: KT — komnbtoTepHas Tomorpagus (CT — computed tomography)
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B MaToNIOrMyeckui npouecc. K o6LwmMmM nposiBieHnsmM cneayert oT-
HECTW CWNbHOE MOXYLEHWe Mpu COXpaHeHHOM annetute u 6es3
OrpaHnyeHuin B f1eTe, Habnaaemoe y 60/bLUMHCTBA (76%) naum-
eHTOB [26]. KnuHuyeckne npuaHaku nopaxeHus cepaua npu AL-A
cxogHbl ¢ ATTR amunonpo3om, HO ceplieyHas HefoCTaTO4HOCTb
nporpeccupyet ObicTpee. Pa3BnBaloTCA HapyLUeHusa putma u npo-
BOAMMOCTU, B TOM YMCINE XU3HEYrPOXKatoLLMe, BO3SMOXHbI TPOM60-
3MOONNYECKME OCNOXHEHMA. B page cnydyaes KNWHWYECKUe npu-
3HaKn MOTYT 6bITb He BbIPAXEHBI UM OTCYTCTBOBATH, @ MOPAXEHUS
BHYTPEHHIX OPraHoB BbISIBNAIOT TOJILKO M0 AaHHbLIM 1a60PaTOPHBbIX
WNN WHCTPYMEHTaNbHbIX METOLO0B WCCnefoBaHus. Bosnedeuue
APYruX BHYTPEHHUX OPraHoB B NaToNOrN4ecKuii NPOLECC yCTaHaBs-
NIMBAOT MO COBOKYMHOCTW KNWHWYECKUX [AHHLIX W PE3ynbTatos
LOMONTHUTENbHbIX METOL0B WMCCNefoBaHNs, NNWb B OTAENbHbIX
Cny4asx — rucTonormyeckoro uccrnenosanna [69]. Kpurepuu no-
paxeHus opraHos npu AL-A npusefeHbl B Tabnuie 1.

Bapna6enbHOCTb KNUHUYECKUX MPOSBEHUIA B 3aBUCUMOCTH OT
TMNa aMunonao3a ykasasa s tabnuue 2 [52,70].

Tabnuua 2. MopaxeHnue opraHoB npu CUCTEMHOM amunoupo3e [52]
Table 2. Organ damage in systemic amyloidosis [52]

opaxeHue AL ATTRwt ATTRv
Kapamomuonarust +++ +++ +++
Heliponarus + ++ +H+
OpTOCTaTMYeCK1e peakLyi ++ ++ +++
CTEHO3 CNMHANBHOIO KaHana - ++ -
CVHIPOM KapnanbHOro KaHana + +++ +++
OTpbIB cyxoxunua buLienca nneva - +++ -
OchTanbmMonoruyeckine NPosBNeHNs +— +— +
MopaxeHue XXKT ++ +— +
Makpornoccus +H - -
lNopaxeHue noyek +++ +— +
MopaxeHue neveHn ++ - +—

NNABOPATOPHAS ANATHOCTUKA

W CTAAUPOBAHUE 3ABOJIEBAHUSA

OnpepeneHne 6MOMapKepoB  ABNSAETCA  00S3aTeNIbHbIM  HE
Tonbko npu AKMII, T.K. cTpatudhmkaums pucka naumeHtos AL-
amMunongo30M CTPOMTCA HAa OCHOBE WX OMpefeneHus (Kputepum
KnuHukn Mayo). Kak npasuno 0TMeyaeTcs 3Ha4MTeSlbHOe MOBbI-
LLIEHE AaHHbIX MAPKEPOB, KOTOPbLIE HE COOTBETCTBYIOT HU TAXECTU
CepAeYHOI He0CTaTHOCTM, HU 04ar0BOMY MOBPEXAEHUI0 MUOKAp-
pa[71,72].

Kpome CKpPUHWHTOBbLIX 3afa4y 6MOMAapKepbl MCMOMb3YTCH Npu
CTaAMpoBaH1M 326051eBaHMs 1 CTpaTUUKALUN pUCKa.

Ina ATTRwt npeanoxena cuctema craguposanus (taon. 3) [73].

Ta6nuua 3. Cuctema crapguposanus ATTRwt [73]
Table 3. ATTRwt staging system [73]

0B B TEYeHHE

MNokasarenn Cragus X e, %
|: 06a mapkepa Hike 57

TPONOHMHA-T YKa3aHHbIX 3Ha4eHUI

(0,05 Hr/mn) II: oanH MapKep BblLLe 49

1 NT-proBNP MOPOroBOro 3Ha4YeHus

(3000 nr/mn) Ill: 06a mapkepa BblLLe 18
YKa3aHHbIX 3HA4EHWI

Bnocnefcteun B Opyrom WUCCRefOBaHWN, OXBATbIBAKOLLEM Kak
ATTRwt, Tak 1 ATTRv, TPOMOHWH 6bl/1 3aMEHEH HA PACYETHYH CKO-
pocTb KNy604KkoBoi (hunbTpaumm (CK®) [74] (tabn. 4).

Tabnuua 4. Cuctema crapuposanus ATTRwt u ATTRv [74]
Table 4. ATTRwt and ATTRv staging system [74]

0B B TeyeHne

lMoka3sarenb Crapgus A% et %

|: 06a Mapkepa HiKe 69

YKa3aHHbIX 3HA4YEHMI
ﬁlfﬁ_“?o%/ym" II: oanH MapKep BbiLLe 47
(3000pnr/|v|n) NOPOroBOro 3Ha4eHus

IIl: 06a Mapkepa BblLLe 24

YKa3aHHbIX 3HA4YeHNI

Boigensitot 4 cragun ATTR-MH [1, 16, 75] (Ta6s. 5).

Ta6nuua 5. Crapuu ATTR-TH [1, 16, 75]
Table 5. ATTR-PN stages [1, 16, 75]

Crapus Knunuyeckue nposisnesus
ATTR-MH p
0 GeccumnTomHas (Cy6KnuHuYeckas)

| HWKHWIA BANbIA Napanapes ¢ MAHUManbHbIMI HapyLLIEHN-
IMI X0f1b0bl, JONOMHUTENbHASA OMOpa He TpedyeTcs

BANbIN TeTpanapes, 60nee BbIPVKEHHBIA B HKHUX KO-
I HEYHOCTSX, MauueHTy TpebyeTcs npu xoabbe ornopa Ha
TPOCTb UNU KOCTbI/b

BbID@XEHHbLIA HEBPONOrMYECKNA AeULMT, MaUMEeHT He
Il Croco6eH CamoCTOATeNIbHO MepeaBuratbes, NpUKOBaH K
MOCTENN NN UHBANMAHOMY Kpecny

Cuctema cTagupoBaHus cucTeMHoro AL-amunongosa

Han6onee 06LLENPUHATON CUCTEMOI CTagupoBaHusa AL-A aBng-
eTcs nporHoctuyeckas mogens Mayo 2004 staging system and its
European modifications 2013 and 2015, ocHOBaHHas Ha Mapkepax
nopaxenus cepgua: T- unm I-tponoHuHa n NT-proBNP [76]. O6was
BbDKWBAEMOCTb CW/IbHO PA3NM4yaeTcs B 3aBUCKUMOCTW OT CTaguu
AL-amunoungosa. 311 faHHbIe NpeacTaBeHbl B Tabnuie 6.

Ta6nuua 6. Cuctema crapupoBanus cuctemHoro AL-A (Mayo 2004 staging system and its European modifications 2013 and 2015)
Table 6. Systemic AL-A staging system (Mayo 2004 staging system and its European modifications 2013 and 2015)

0B B TE4EHHE

lokasarenb Cragus 3x neT. % Megnuauxa 0B
: . He pocTturHyta. 57% 60MbHbIX
I: 062 MapKepa HUXe YKa3aHHbIX 3Ha4eHNI 100 T B T T e
NT-proBNP 332 Hr/n II: 0AMH MapKep BblLLIE UM PABEH YKA3aHHbIM 3HaYeHnaM 55 67 Mec
(wnm BNP 81 Hr/n) .
T-TpononmH 0,035 Hr/mMn Illa: 06a MapKepa BblLLIE YKA3aHHbIX 3HAYEHWIA, 59 B IED
(i 1-tpononun 0,1 wr/mn)  NT-proBNP< 8500 Hr/n
IlIb: 062 Mapkepa BbILLE YKa3aHHbIX 3HA4YEHN,
NT-proBNP > 8500 Hr/n L R0
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AMUIIOVAO3 CEPALIA:
KOHCEHCYC EBPASUICKOV ACCOLIMALIVIV KAPOWOSIOIOB (EAK)

Mocneaylolwas cucTemMa CTauMpoBaHMs, BKKOYaloLas pasHuLy
MeXy BOBEYEHHbIMI 11 HE BOBJIBYEHHLIMW CBOOOIHBIMI NErKUMU
uenamu (FLC-diff), TponoHuHom-T u NT-proBNP, onpegensna cra-
ann 1 1L 11w IV Ha ocHOBaHMK TOrO, NPEBbILLAN NN OfI1H, ABA UMW BCE
TpW (hakTopa pechepeHCHOe 3HAYEHNE UMK HAXOAMNNCh B Npefenax
HOPMbI. 3Ta CUCTEMA KOPPENUPOBaNa o CpefHeil 06LLEA BbKMBAE-
MOCTbH0 94, 40, 14 1 6 MecALEB COOTBETCTBEHHO [77], HO HE HAX0AMT
LUIMPOKOro UCNO/b30BaHMS B PeanbHOM KIIMHUYECKON NPAKTUKE.

Becb npouecc nocTaHoBKM TOYHOMO AnarHo3a AKMIT MoxHo pas-
OEnnTb Ha CKPUHUHT, NoaATBEPXAeHNe avmarHo3a AKMI u tunupo-
BaHMe 6Genka-npefLlecTBeHHNKa. CneayeT elle pa3 NnoavyepKHyTb,
YTO pPaHHAS AMArHOCTUKA U CBOEBPEMEHHOE HazHa4YeHue cneunudn-
4eCKOW Tepanuu ABNSETCS OCHOBOMOMAratLLei 3aaaden B e4eHnm
AKMTIT. TonbKo nyTb paHHero BbISBMIEHWUA U HA3HAYeHMs crneundu-
4eCKOI Tepanum MOXEeT YNy4LWUTb MPOrHo3 nauueHTos ¢ AKMIT.

CKPUHWHI NALMEHTOB HA AKMN

CKpuHuHT naumeHToB Ha AKMIT sBnseTca nepsbIM LIAroM B no-
CTaHOBKe AMarHosa. [1ns CBOEBPEMEHHOW MOCTaHOBKM AMarHosa
KapananbHOro ammnono3a Hanbosnee BXXHbIM acrekToM SBNSETCS
HACTOPOXXEHHOCTb Bpa4a B OTHOLIEHWW HETUMUYHOFO MPOTEKAHMS
XCH. Hecneundinyeckas kapTuHa 3aboneBaHus TpebyeT KOMMeKe-
HOrO MOAX0Ja K BEfEHMI0 MauueHTa U CoYeTaHWs PasnnuyHbIX gua-
FHOCTUYECKMX Onuuin. Kaxaas 13 gnarHocTu4eckunx onuuin obnaaaet
CBOMMM MoKasaTensimMu 6e30MacHOCTH, CNELMEUYHOCTM 1 YYBCTBI-
TenbHOCTK. [peanaraemble B MEXAYHAPOAHbIX UCCNeA0BAHNAX U pe-
KomeHgauusx anroputmbl (1,2,20,27,34,40), agantupoBaHHble nof
OTEYECTBEHHYIO KIIMHWUYECKY0 NPAKTUKY C Y4eTOM POCCUIACKMX 0CO-
OEHHOCTE NOTUCTMKM NauueHTa U JOCTYNHOCTW AMarHOCTUHECKMX
ONMUMIA, NO3BONSAIOT BbIGPATL Hamboee 6e30MacHbI AN nauueHTa
ANArHOCTUYECKNIA NYTb, KOTOPbIA NpK 3TOM 06/1a1aeT A0CTATO4HbIM
YPOBHEM CNeLUUYHOCTM U YYBCTBUTENBHOCTMU.

CKPWHMHT BKMHOYAET B Ce6s npoLecc 0T60pa nauneHToB Ha OCHOBA-
HUU KNMHUYECKNX 0COBEHHOCTEN NpoTekaHns CH 1 faHHbIX PYTUHHOW
puardoctuku GH. B pamkax nepsoro srana y naumeHTa ¢ yTosLLeHns
CTEHKW NIeBOr0 Xenyaoyka 4o 12 n 6onee MM 1 Hanuynem Xots 6bl
OIHOrO 1 6onee cneundUYHOr0 NPU3HaKa UNKU «KpPacHoro pnara».
Monpo6Hble creumdmnyecke NPU3HaKKL yKasaHbl Ha PUCYHKE 2.

Bropoii atan HanpaBneH Ha NOATBEPX/JEHME CEpLeYHOro amuno-
nao3a.

Ha 3Tom 3Ttane He06X0AMMO NPOBeeHNEe PaCLLUMPEHHOI 3KCnepT-
Hoi IxOKT ¢ oueHkom pedpopmauum muokapaa, nposeaeHne MPT
cepaua ¢ KOHTPACTHbIM YCUNEHWEM FafioNIMHNEM 1 NpU HEoBXoaNn-
MOCTI 6UONCUS MUOKapAa UK 3KCTpamMuoKapanansHas 6uoncus.

CepneyHas HeQoCTaTO4HOCTb

lpoTenHypus

'emopparn4eckme KoXHble NposBIeHNs

TonwmHa cTeHkn JHK =12 mm
+= 1 npusHaka

PucyHok 2. Ckpunudr Ha AKMI [apanTupoBaHo u3 78]
Figure 2. Screening for ACM [adapted from 78]

AopTanbHblit CTEHO3 B BO3pacTe =65 et
[MNOTEH3MA NN HOPMOTEH3NA Y NaLMEHTOB ¢ Al
JnccbyHKLmMs aBTOHOMHOIA BHC

Mepudepunyeckas nonuHenponaTus

TpeTtnii 3Tan HanpaB/ieH Ha YTOYHeHUe Tuna amunongosa. ns
ATTR-KMTIT BO3MOXEH HEWHBA3WUBHbIA NPOTOKOS, KOTOPLINA Npes-
nonaraet mcknioveHne AL-amunomagosa U npoBeAeHUE CLUUHTM-
rpachun Muokapaa ¢ octeoTponHbimMi npenapatamu. Ans AL-AKM
He06X0AMMO BbINOIHEHWNE NHBA3WBHOMO MPOTOKONA C NPOBEAEHMU-
€M CypporartHoi 6uoncuu uiam 6Uoncun NOPaXXEHHOro opraHa ¢
nocneaytowWwnm TUNMPOBAHNEM UMMYHOTUCTOXUMUYECKMN METO-
Jaamu.

WHCTPYMEHTAJIbHASl AUATHOCTUKA AKMI

JdnekTpokapguorpamma.

Han6onee 4actbiMu M3MEHEHUAMU ABASIOTCA (puc. 3):

1. Hu3kmnid BoNbTaX Ha 12-KaHanbHOI 3MeKTpoKapanorpamme
(9KT), onpenensemblin Kak amnautyga QRS meHee 5 Mm B
0TBEJIEHNAX OT KOHEYHOCTel unu meHee 10 MM B Npekapau-
aNbHbIX 0TBEAEHMAX. BXXHO OTMETUTb, YTO TONTLKO OKOJO
35% nauuentos ¢ ATTR 1 55% nauneHTos ¢ AL ieMOHCTpU-
PYIOT HU3KUA BONbTAX, U €ro OTCYTCTBUE HE WCKIOYaeT
anardo3 AKMIT [79]. AKMIT Takxxe MOXET NposBNATLCSA Bbl-
CokuMM BonbTaXOM Ha IKI, 1o 10% 3TUX naumeHTOB UMe-
t0T npu3Haku MK no KT [80]. OueHnBath Hanu4ne nam
OTCYTCTBUME BONbTXHbLIX KPUTEPUEB HEOOXOLMMO B CTPO-
FOM COOTHOLIEHUN C BbIPXEHHOCTb YTOMLLEHUS CTEHOK
muokapaa JIXK Ha 3xoKr. OtcytctBue npusHakos XK no
NaHHbIM IKI Npy YTOLLLEHHbIX CTEHKAX ABNAETCA AMArHOCTH-
Yeckum kputepuem AKMI [79].

2. TlceBBOMHOAPKTHLIA NATTEPH, HABNIOLAEMbIA NPUMEPHO Y
50% nauueHTos [81].

3. [pyrve npusHaku 3K, 0TpaxKatoLLne reHepann30BaHHyH0 MH-
tbunbTpatueHryto npupody AKMIT moryT BKNtoYaTh B cebs dou-
Opunnsumio npencepavit/TpenetaHue, AB-6nokagy pasnud-
HOIt cTeneHu 1 aHomanuu komnnekcoB QRS, ykasbiBatoLLme
Ha HapyLLEHWs BHYTPYKENYL04KOBOIA NposogumocTy [81].

JIxokapguorpatmyeckoe uccnegoBaHue

TpaHcTopakansHas axokapamorpadus (3xoKr) asnserca meTo-
JOM 1-I NUHWM HEMHBA3NBHON auarHoctuku AKMII.

HecmoTps Ha To, 4TO B HacTosLLee Bpems IXoKI He no3BonseT aud-
thepeHumpoBath pasnuyHble Tunbl AKMIT (AL- n ATTR), Tem He MeHee,
OHa MMEET BONbLLYIO LIEHHOCTb B IHAMMYECKOM HabnofeHuu, onpeae-
TIEHUM MPOTrHO3a W OLeHKe 3Ch(PEKTUBHOCTY Tepanun y naumeHTos [82].

Ona AKMI xapaktepHo, B MepByt0 04epedb, CUMMETPUYHOE
YTOMLIEHNe CTEHOK neBoro >xenypodka (J1XK), Takxke Hepeako

[1BYCTOPOHHMI KapnanbHblii CUHAPOM
CoOTHOLLEHME BOMbTaXHbIE NPU3HAKI/MAcCca MUOKapAa
[NceBooONHMDAPKTHbIE M3MEHEHUS
Hapywenne AB-npoBoaMMocTu
CemeitHas uctopus ATTR
XpoHunyeckoe nosbliLLeHne TponoHuHa u NT-proBNP

AHamHe3 muenomHoii 6oneasn unm MIrH3

Pa3pbIB Cyx0oxXunus ABYrnasoi MblLLLbl Nieva

lMpumeyanne/Note: Al — apTtepnanbHas runepteHans (AG — arterial hypertension), BHC — BeretatnsHas HepsHas cuctema (ANS —
autonomic nervous system), MIH3 — MoHoK/OHanbHas rammanarns HeonpegeneHHoro 3Haqvenns (MGUS — monoclonal gammopathy of

undetermined significance)
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0Ka3bIBAETCA BOBNEYEHHbIM B MATOMIOrMYECKUIA NPOLECC MUOKAPA
npasoro xenypoyka (MX) [83, 84, 85] (puc. 4).

Mo mepe nporpeccupoBaHns 3a60eBaHNs NPOMCXOAMT PopmMU-
pOBaHWE PECTPUKLMM XEeNny[o4KoB, C MPOrpeccupytoLLei guacro-
NNYECKOA W CUCTONMYECKON ANCCYHKLIMEN, B PAAE CydYaeB nopa-
)KaeTcs 1 KnanaHHbIn annapar cepaua [85, 86] (puc. 5).

AKMIT npoTekaeT nof mackamu pasnuyHbIx EHOTUNOB (PECTPUKTUB-
HbIiA, FUNEPTPOCOMYECKIUIA, B COYETAHUN C 20PTAbHBIM CTEHO30M, C MU-
HUMANBbHBIMU CTPYKTYPHBIMU M3MEHEHUAMM 1 T.4.). OCo6YI0 CNOXHOCTL
NpeACTaBNAeT AMarHoCTKa 3a60M1eBaHNS NPU MUHMMAbHBIX CTPYKTYP-
HbIX U3MEHEHUAX CepALa Y NaLMEHTOB C 60/1ee BbIPAXEHHbIMI 3KCTpa-
KapauanbHbIMW NPOsBREHUAMM, Hanpumep, npu ATTR-amunongose u
HaYanbHOW cTaguu 3abonesanns npu AL-amunomngose [85].

TeM He MeHee, BbILENAT HECKONbKO IXOKI-npu3HaKos, no-
3gongioLux 3anogo3pute AKMITy naumeHToB, UMEKOLLMX COOTBET-
CTBYIOLLIME KNUHWNYeCcKne cumnTombl [82, 87, 88]:

1. YTosuieHne CTEHOK J1IeBOT0 Xenyaoyka (> 12 mm) u MK npu

OTCYTCTBUM KAKUX-NNOO LPYrux BEPOATHLIX NPUYUH TUMnep-

Tpodun 1 yBENMYEHNe NoKa3aTens 0THOCUTENbHOM TONLWN-
Hbl cTeHoK JIXK (OTC) >0,42.

HenponopunoHanbHO HU3KWIA BoNbTaXk KomnnekcoB QRS Ha
9KT npu HanM4mm yTOMLLEHHbIX CTEHOK JDXK.

PacwmpeHne o6omx npeacepaunii.

[nactonnyeckas aucdyHkuma (O0) > Il cteneHn ¢ nosbl-
LUEHHbIM AaBNieHMeM HanonHeHus JIK.

CHWXeHWe paHHen [UacTONMYecKO CKOPOCTU LBUKEHUS
CENTanbHOM W faTepasnibHOi 4acTM MUTPANbLHOMO KOJib-
ua (<b cm/cek) Mo AaHHbIM TKaHEBOro MMOKapAManbHOro
ponnneposckoro(TM) ncenenosaHus.

lMapafoKcanbHblii HU3KOMNOTOKOBbIA, HW3KOrPaAUEHTHbIN
aopTanbHbIn cTeHo3 (AC).

MNepukapAnanbHbIA BbINOT.

YTonweHne mexnpencepaHoi neperopogku (>0,5 cm) u
CTBOPOK KnanaHos.

CoxpaHeHHas pakuus BbIGPOCA NEBOr0 Xenyaouka npu
HWU3KOM WHOEKCUPOBAHHOM yapHOM 00bLEME.

PucyHok 3. KT nauueHToB ¢ amunouaHoin Kapauomuonartueil [BbinonHeHo asTopamul. A - Cunycosblii putm, YCC 58 ya/mun. Hu3kuit BonbTax
komnnekcos QRS B oTBeeHuAX 0T KoHeyHocTei. MatTepH gs llI, aVF, V1-V2, HepocTaTo4Hbiit npupocT 3y6ua r B otBeaeHusix V3-V4. B - Putm
thubpunnaumus npepceppuii, YKC 45-88 yn/mun. Huskuit BonbTax kommnekcoB QRS B 6onbwuHcTBE 0TBeAeHui. MatrepH QS B rpyaHbIX
orBefieHusx (V2-V5).

Figure 3. EKG patients with amyloid cardiomyopathy [done by the authors]. A - Sinusoidal rhythm, TCS 58 UD/min. Low votaly of QRS complexes
in the branches from the extremities. Pattern gs lll, aVF, V1-V2, insufficient increase r wave in the branches V3-V4. B - Rhythm of the atrial
fibrillation, HCS 45-88 UD/min. Low tension of QRS complexes in most of the ventricles. Pattern QS in the thoracic ventricles (V2-V5).

Pucynok 4. MauueHt ¢ AL-amunongo3som u ytonwieduem creHok JOK u MX [BbinonHeHo asTopamu]
Figure 4. Patient with AL amyloidosis and thickening of the LV and RV walls [performed by the authors]
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OpHako, AaHHble 9XoKapauorpaduyeckue npuaHaku B OTAEMb-
HOCTU 06N1afal0T HELOCTATOYHON CNeunpUYHOCTLI0, 0CO6EHHO Ha
paHHuX cTapmax 3abonesaHus [88]. B HacToALlee Bpems Takxe
HeNb3s1 OTHECTU K XapakTepHbiM npuaHakam AKMI1 cneundude-
CKMI «BNeck» MWOKapaa, ONuUCbIBAaEMbIA paHee B JiuTepatype, B
CuIy CBOEi Cy6beKTUBHOCTU W HU3KOW YyBCTBUTENIbHOCTM [84, 86].

CoyetaHne 3xoKI napameTpoB C pe3ynbTatamu ApPYrux MeTo-
JIOB 1cCnefoBaHns NnoBbIWAeT TOYHOCTb gnarHocTukn AKMII. Ha-
npUMep, Hanuyue NepukapananbHOro BbINOTa W CUMMETPUYHOMO
YTONLLEHMs CTeHOK JIXK npu HU3KOBONMbTaXHbIX Komniekcax QRS
nossonset 3anogo3pute AKMI [88, 89, 90].

MpuMeHeHNe COBPEMEHHbIX 3XOKapaMOrpadduHeckmx TexXHO-
NOrniA, TakKMx Kak, cnekn-tpekunr IxoKr (CT3), paclumpser Bo3-
MOXHOCTW AMArHOCTUKMW. XapakTepHas KapTuHa no AaHHbIM CT3 B
BWUJE CHWXEHMs NPOAONbHOM aedhopmaLmn 6a3anbHbiX U CPEOHMX
cermeHToB JIXK ¢ coxpaHeHHOI fedpopmaumnein BEpXYLLEYHbIX Cer-
MEHTOB SIBNAETCA Hambonee 4yBCTBUTENbHbIM W CMELUUYHbLIM
npusHakom AKMI (puc. 6).

PucyHok 6. XapakTepHblii natTepH HapyweHus rno6anbHon
npoponbHoit pecopmaumn JIXK B BMAe 6a3anbHO-anMKanbHOro
rpagmMeHTa: CHuXeHus pedopmanuu 06a3anbHbIX WM CPefHUX
CErMeHTOB NEBOro Xenyaouka (6negHo-rony6oii n po3oBblil LBET)
C COXpaHeHHoi aethopmaumeil BepXyLweyHbiX CErMeHTOoB (KpacHbIA
uBeT) [BbINONHEHO aBTOPAMM]

Figure 6. Characteristic pattern of global longitudinal deformation
of LG in the form of basal-apical gradient: reduction of deformation
of basal and middle segments of left ventricle (pale blue and pink
color) with preserved deformation of apex segments (red color)
[performed by the authors]

Pucynok 5. Mauuentka ¢ ATTR-aMmunouao3om U nopaxeHnem KnanaHHoro annapara [BbinonseHo astopamul

Y NauMeHTOB C JPYrumMu MpUYMHaAmMun yTosLeHns cTeHok JDK
(aopTanbHbIM CTEHO30M WAKM TUNEPTPOPUYECKOR KaparMoMuona-
TWen) onpepensaeTcs CHuXeHue rnobanbHoi NPoAoNbHONM fedop-
maumn JDK B 30Hax nokanusauum ouéposa u acUMMETPUHHOI
runeptpocpuu [82, 91]. 310 NEXUT B OCHOBE AND(EPEHLMANBbHO-
AnarHocTtuyeckoro noaxoaa npu 3xoKr.

Kpome TOro, ¢ LENbK MOBbILIEHNSI TOYHOCTU B AMArHOCTUKE
AKMI ncnonb3yTes Ko3hduuneHTbl rnobéanbHoN NpoAonsHON
Jecopmanmn:

1) CooTHOLWeHMe fedhopMaLni B annKabHbIX CErMeHTax K CyM-
me fedhopmauunu B cpefHuMx 1 6asansHblx cermedtax >1,0 [92].

2) OTHOLWeHMe gedpopmanmm anmkanbHoi YacTn MXKIT k 6a3ans-
Hoi > 2,1 [93].

3) OTHoweHue dpakuum BeiGpoca JTXK K nokasatento aeopma-
unu (®B/GLSavg) >4,1 [94].

BeposTtHoCcTb Hanuyms AKMIT npu ouleHKe napameTpoB 9XOKap-
Anorpadum OLeHUBaeTCca cneaytolum o6pasom [88, 95]:

1. TIpu3HaKuK, C BbICOKOI BEPOATHOCTbIO YKasbizatoLme Ha AKMI:
YTONLIEHNE CTEHOK MuoKapaa JIK, npeMmyLLecTBEHHO CUM-
METPUYHOTO XapakTepa, XapakTepHblil NaTTepH HapyLleHus
rno6anbHOM NPOACbHOMN AeopMaLmK, BbIpaXXeHHas anuacTo-
nnyeckas ancgyHKums (o pecTpUKTUBHOMY TUMY), CHUXKEHWE
paHHel AMacTONMYECKO CKOPOCTU ABUWXKEHUS CenTanbHOI W
natepanbHO 4acTu MUTPAbHOMO KOJbLA MO AaHHLIM TKaHe-
BOr0 M1OKapAWanbHOro JoNmnepoBCcKOro UCCNeA0BaHus.

2. He BbI3blBAET NOJ03PEHUIA: HOPMASbHAA TOSLLUMHA CTEHOK
JDK, HepacLuMpeHHble Npeacepamns, HopMarnbHble CKOPOCTU
N0 [JaHHbIM TKaHEBOro [OMMEpOBCKOr0 WCCNeA0BaHus,
HOPMasbHbIN NOKa3aTeNb rno6anbHON NPOAObLHON Aedop-
maumum JIK ¢ oTcyTcTBUEM 6a3aNibHO-anuKanbHOro rpaau-
eHTa gechopmanmn.

LinhbcbeperimnanbHas anarHoctmka

OudbdpepenumansHas guarnoctuka AKMI nposogutes ¢ 3abone-
BaHuAMU, umetoLmmu cxoxue IxoKl npusHakm [83, 87, 88, 96, 97,
98, 100, 101] (ta6n. 7).

Cnefyet OTMETUTb, 4TO B psje CNyvaes runeptpodus mmokap-
na npn AKMI moxeT 6bITb ANNUTENbHOE BPeMs eAUHCTBEHHbLIM
npu3Hakom 3abonesaHus. B aToit cutyaumn o6a3aTesnibHoe nNpo-
BeJIeHNe reHeTU4ecKoro nccnefoBanns 6onbHbIX FTKMIT gomkHO
BKNIOYaTh B Ce6s U onpeaeneHne naToreHHbIX BapuaHToB, acco-
LUMUPOBAHHBIX C aMUNOMA030M. [eHETUYECKNIA CKPUHUHT LaeT
BO3MOXHOCTb BbIiBUTb OT 0,3% [197] po 5,8% [198] myTauuii
B reHe TTR.

Figure 5. Patient with ATTR amyloidosis and valvular lesions [performed by the authors]
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OCHOBHbIE MOMEHTbI

1. KomnrekcHyto TpaHCTOpakanbHyl — 3xokKapauorpaduio,
BKNOYas aHanua rnobanbHON NPOJONbLHON Aedhopmaumm
cneflyeT NpoBOAWTb BCEM NaLWeHTaM C HeoObSACHUMbIM
YTOMLIEHNEM CTEHOK JIK M MMeKoLmMM COOTBETCTBYHOLUME
KNuHUYeckue cumntomel [82, 88].

2. C uenblo NOBbILIEHWS [MArHOCTUYECKON TOYHOCTU IX0KI
napameTpbl CreayeT coyeTaTb C 3NeKTpokapauorpaduye-
CKUMWN, KNUHWYECKUMI, BMOMAPKEPHbIMI W APYrUMU pe-
3ynbTatamu o6cneposaHus [88].

3. TpumeHeHne coBpemeHHbIX IXOKI TEXHOMOrWiA, TakMX Kak
OLieHKa paboTbl n gedhopmauuu muokapaa JIK, a Takxe ae-
cbopmaumun MX un J1M y nauneHToB ¢ pa3nuyHbIMK TUNAMK
AKMTIT MOXET 6bITb MEPCNEKTUBHbLIM B NaHe AanbHEMLLIEro
n3yyeHus paHHomn natonorun [102, 103, 104].

MarxutHo-pe3oHaHcHasa Tomorpadusa cepaua.
MarHutHo-pe3oHaHcHas Tomorpadus cepgua (MPT cepaua)
ABNAETCA OJHUM M3 Hambonee MHGOPMATUBHbIX HEUHBA3UBHbIX

METOZI0B BW3yanu3auuu, KoTopas no3BOMSET He TONbKO OLEHUTb
Mopchonormyeckne U (PyHKLMOHAbHbIE NapaMeTpsl cephua, Ho
U BbISBUTb CMeunuyeckne U3MeHeHUs B MUOKapAe, 06YCNnoB-
NeHHble MHGMNLTPALMen amunongdsimin oubpunnamu [95, 105].
CTpyKTYpHas 1 (hyHKLMOHANbHAA OLieHKa CepALa BO3MOXHA 6naro-
Japs pasnuyHbiM MeToAnkam MPT, TakuMmM Kak KUHO-PEXuM, 0T-
CPOYEHHOE KOHTPACTUPOBAHUE, KAPTUPOBAHWNE MUOKApAa, N3Mepe-
HUe BHEKIIETO4YHOro 06bema, oLeHka aedopmauum [106].

OueHka MOPMONOrMYecknx M (OYHKLUMOHANLHBIX WU3MEHEHUI.
MPT «30n0Toii» cTaHaapT Ang uamepeHus o6bemoB JDK, MK,
macchbl Muokapaa, dpakuuu Boibpoca (®B). Mopdonornyeckas
1 OYHKLMOHANbHAA OLEHKA Npu amunouao3e cepaua nokasbisaeT
TUMWNYHbIE YePTbl PECTPUKTUBHOM KapAMOMUOMATUU: YTONLLEHUE
CTeHKM neBoro xenypoyka (JDK >12 Mm), npenmyLlecTBeHHO B
6a3anbHbIX CErMeHTax, Kak NpaBuiio, KOHLEHTPUYECKYHO runep-
Tpochuio npu AL-A n acummetpuunyto npu ATTR; coxpaHeHHyto
UIN CHYKEHHYI. CUCTONMYECKYIO (hyHKLuio JTXK (OB JIXK <60%);
YMEHbLLEHHbI KOHEYHO-AnacTonuyecknin 06bem (<90 M) co CHu-
XKEHHbIM UHAEKCOM yaapHoro o6bema JIXK (<35 mn/m?); paclumpe-

Ta6nuua 7. Audpchepenumannchas guarnoctuka AKMI [83, 87, 88, 96, 97, 98,100,101]

Table 7. Differential diagnosis of ACM [83, 87, 88, 96, 97, 98,100, 101]

3x0KT- HekoHTponupyemas
—— AKMM (ATTR/AL)  TKMN apTepuanbHas AC bonesnb dabpu Capkoupo3
runepTeHsuns
[penmyLLIeCTBEHHO
cmpmme#;jmoe Yawe YTonuieHue
VTONULIEHIE CTEHOK ACUMMETPUYHOE, Yawe 04aroBoro
Yronwenne  JTX, ogHako npu g%ﬁ%%ﬁg::gmemﬂ CMMMETPUYHBIA CMMMETPUYHBIN %Bllal\ﬁ%glgworo )éggiﬂgiﬂ%
cTeHok JIXK /E;\;;FMR(-);LAg: 06CTpYKLMS XapaKTep YTOMLLEHNA XapakTep YTONLLEHS “ooon i o) SO,
ACHMMETDUSHbi BbIHOCALLEr0 NanuUAAAPHBIX MblLLL,  6a3anbHOM
BADYIAHT TpakTa JIK yactn MK
ﬂgemmymeCTBeHHo Hauwe J1 (3asueut  Yawe J1 (3asucut e
Paclupenne 00a NPeACEpaNs OT TSKECTH OT TSKECTH e 11N (nponop-
2 pacLUMpeHbl, MHOT A LIMOHANbHO
nomnocTen ’ Yawwe JM 3200/16BaHNS, 320051eBaHNS, BoamoxHo
npeacepani HENpOropLUIOHANbHO NPONOPLMOHANBHO  MPONOPLMOHANBHO YTOTLEHITHO
CTENeHu YTOJLLeHNs [DK) [DK) CTeHOK JTXK)
cTeHoK JIK
MpenmyLLecTBEHHO  [TPeUMyLLIECTBEHHO
Yawe > Il cTeneHn I-Il cTenenn, I-Il crenenu, [penmyLLIECTBEHHO
- npy ANUTESNbHOM Il cTeneHb I-Il cTenexu,
i CrOBLGHHBIN - TRGHMLCTOCHHO - IRBHMYIGCTBOHHO  rougiyy Tanenoro  HAGTIORAETCH pEAKD, BOGMOKHO
L TR AC BO3MOXHO 32 UCKMHYEHNEM HapyLLeHue
HapyLLeHe CaMbIX NO3AHUX Il cTenexu (pegko)
Il cTenenm cTaauin 3a60mneBaHns
Iepukap- BoamoxeH
JNATbHbIN AL HexapakTtepeH HexapakTepeH HexapakTepeH HexapakTtepeH BoamoxeH
BbINOT (talue ans AL)
gm%eﬁ}ﬁgm BbipaXeHHblii
Hanbonee pacnpo- Ea”"u”"m AK.
CTDaHEHHBIMM thop- OrMaCHO 3NNAEMUO-
Noru4ecknm AaHHbIM  MoXeT 6bITh
Mamm KnanaHHbIX ®opmurpoBaHme 991 15%
MOD@KEHWil SBAS-  3HA4MMOI [99], 15% naumeHTOB YTOMLLEHWE CTBOPOK
lMopaxeHue M T e e C a0pTabHbIM MUTPANLHOMO
KnanaHHoro ... (L?ame— pe pprmaumm HexapakTepHo CTEHO30M UMEHT 11 a0pTaNbHOrO Peako
annapara = rypI ' AKMIT. C uenbto KnanaHoB, pefKo
HWU3KOMOTO4HbIN, 32 CYéT
o OLIEHKU BEPOATHOCTU  KNMHUYECKM
Hu3korpaaueHTbin  SAM-theHomeHa AKMI
AC), MUTDarTbHast 1 Hanmumns ACy 3Ha4NUMble
TpUKyCnnaansHas ga”“eHTOB C6
DeryprATALI bina paspaboTaHa
TSOKENbIX CTeneHer Lukana RAISE [98]
B ELS Mokasarenb GLS MeHee BbIpaXeHHOe
Mokasatens  (<—15%) ﬂ*ewc);(sgﬁ:bme”my' BoamoxHO BosmoxHo F]BISLK&HSJ,%ErﬁthM GLS rno6anbHo unm
rMobanbHO € NpU3HaKamm e CHIDKEHMe, CHUDKEHME, CHmmeﬁmeM B 04aroBO CHVXEH,
NPOAO/ILHON  6asarbHO- T OTCYTCTBME OTCYTCTBUE 06nacTi 6asanbH  OTCYTCTBME
JechopmaLim ?S:)}l(liglﬁ?:m roKaM3aLM TUNWHOTO NaTTePHa  TUMWYHOTO NaTTepHa o o\ x oo 3a0He- TUNUYHOIO NaTTepHa
(hnbposa 60OKOBOIA CTEHKM
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HWe OGUaTPUOBEHTPUKYNAPHO o6nactu (nesoe npeacepave >41
MM, NpaBoe npegcepaune >44 MM); yTONLLEHUE MeXNPeacepLHO
neperopoaku (=6 MM); nepukapananbHblii U NneBpanbHbIi BbINOT;.
NO3BOJIAET BbISABUTb CYOKNNHUYECKINE N3MEHEHUS COKPATUTESIbHOM
crnoco6HocTn Muokapfa (MP-cTpeitH). Ynydwenue nokasateneil
rno6anbHoro NpoAoNbLHOr0 CTpeidHa MOXET NPeALLecTBOBATL W3-
MEHEHUAM TPaaNLMOHHBIX (DYHKLMOHANBHbLIX NapameTpoB U CIy-
XWUTb PAHHUM MHAOMKATOPOM 0TBeTa Ha JieveHne [107, 108].

KoHTpacTupoBaHue BNAETCS Hanbosee XapakTepHbIM W XOPOLUO
n3y4eHHbIM MP-npu3Hakom amunongosa cepaua, 310 Knaccuyeckun,
XOTS U He PaHHUIA natTepH. [afoNUHUIA, HaKanInBaeTcs BO BHeKMe-
TOYHOM NMPOCTPAHCTBE, KOTOPOE 3HAYMTENbHO PACLUMPEHO NPU amu-
NOWAHON MHUILTPALMM MUOKApAA. TUNNYHBIE HAXOAKN HA MOCTKOH-
TPACTHbIX M306pXeHNAX: anddy3Hoe Cy63HAOKapananbHoe Wim
TpaHCMypaNibHOE HAaKOMMIEHWe KOHTPACTa C LMPKYNAPHLIM pacnpefe-
NEHNEM, He COOTBETCTBYHOLLMM 30HaM KPOBOCHAGXEHNS KOPOHAPHbIX
aptepuit [109]. Mo gaHHbIM MeTaaHan3a YyBCTBUTEIbHOCTb KOHTpa-
CTMpOBaHUA cocTasuna 85%, cneunduyHocts 92% [110].

Mpn AL-amunomnpose vaile Habnogaetcs anddy3Hoe Cy63H-
[0KapauanbHoe KOHTPACTUPOBaHNE, KOTOPOE MOXET pacnpocTpa-
HATBCA HA MpPaBblIi XeNyao4ek, Npeacepans U MexnpencepaHyo
neperopofky. MHoraa MoXet O0TMevarTbCsi TPAHCMYpPaNbHOE KOH-
TpacTmpoBsaHue. Mpu ATTR amunongose KOHTPACTMPOBAHNE TaKxXe
HOCUT AN(Y3HBIA XapakTep, HO Yale MMeeT TPaHCMypanbHoe
pacnpefeneHue, 0CO6eHHO B 6a3anbHbIX U CPEJHUX CErMeHTax ne-
BOro Xenyaoyka. MoxeT Habniogatbcs 60nee reTeporeHHoe pac-
npejeneHne npenapata no cpasHeHuio ¢ AL-amunougosom [108,
111]. marHocTn4eckas 4yBCTBUTENbHOCTb OTCPOYEHHOIO KOHTpa-
cTupoBaHus coctasnset 84% npu cneundmyHoctn 80% [112].

T1- u T2-kapTuposaHne. KapTUPOBaHWE OCHOBAHO HAa OLEHKE
BPEMEHM penakcauum TKaHu. 3T0 BPEMEHHON NMPOMEXYTOK, KOTO-
PbI HEOOX0AUM MWUOKapAy Ans BO3BpaTa B MCXOJHOE COCTOSHME
nocne BO3[ENCTBUS PafiMo4acToOTHOro Mmnynbca. HatueHoe, 6e3
BBELEHNS KOHTPAcTa 3Ha4YeHns T1-KapTMpoBaHUs OLIEHUBAET Npo-
OOMbHYI0 penakcauuto. Mokasatenn T1-kapTUpOBaHUS BbICOKUE
npu nbpo3se, MHPULTPaLUKM unu oTéke. Mpu kKapananbHOM amu-
nongo3se T1 >1100 mc Ha Tomorpadax 1,5 Tecna (Hopma 950-1050
MC). HYYBCTBMTENBHOCTb W CeundmnYHOCTL MeToankn 92% n 91%
COOTBETCTBEHHO, W OHA He3aMeHWMa Mpu NPOTMBOMOKA3AHWUAX K
KOHTPACTUPOBaHMO. 3Ha4eHns HaTueHoro T1 npu AL-amunongose
06bI4HO BbIWe Nno cpaBHeHuto ¢ ATTR dhopmoint [113, 114].

T2-KapTMpoBaHue Takxxe 6eCKOHTpACTHas METOANKA, OLEHNBaeT
BpeMs NOnepeyHoi penakcauun. HyBCTBUTENIbHA K MUOKapauans-
HOMY OTEKY. Y nauneHToB ¢ AL-amuiong030M HaTMBHbIE 3HAYEHNS
T2 — 63 mc, cyliecTBEHHO npeBblllas nokasarenu npu ATTR — 56
MC 1y 380poBbIxX nuy — 51 mc [110].

ECV (Extracellular Volume) — cppakums BHeKNETOYHOro 06bema.
ECV paccuuTtblBaloTCA Ha OCHOBE NPe- U NOCTKOHTpAcTHOro T1 ¢
y46TOM rematokputa. Y 300p0BbIX Nl 3Ha4eHus ECV 23-28%,
Torga kak npu amunougose gocturaiot 54% ana ATTR n 51% npm
AL. Mo paHHbIM EBpONEAcKOn accoumaumn no cepaevyHo-cocyam-
CTOW BU3yanusaunu u AMepUKaHCKON Kapanmonornieckon accouu-
auum 3HaveHms ECV>40% BbICOKO NOLO3PUTENbHBI HA aMUNIOMA03.
Bbicokne 3HaveHns ECV ykasbiBalOT Ha 06LIMPHOE HAKOMieHue
amunonga B MUOKapfe, YT0 NPUBOAMT K NPOrPeccupyroLLen amc-
(byHKuUmMK. ToBbiweHne ECV pernctpupyetcs Ha paHHWX CTagusx
3a60/eBaHNA, KOrja HakomnjaeHue KOHTpacTa elle MOXeT OTCyT-
CTBOBATb, YTO [enaeT MeTo/ LeHHbIM MapKepoM PaHHEro BbisBlie-
HUSA 1 MOHUTOpPMHra Tepanum [108, 112, 17].

OudbdbepeHumnanbHas auarHoctuka ¢ nomouibld MPT. Maruut-
HO-pPe30HaHCHas ToOMorpadusa no3sonser 3PMEKTUBHO Sudde-
PEHLMPOBATL KapananbHbIA aMUionao3 OT APYrUX COCTOSHNIA, Bbl-
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3bIBaOLLMX yTONLLEHNe MroKapaa [111].

Ona runeptpodomyeckoit kapamomuonatum (FKMIM) xapaktepHa
aCMMMeTpUYHas runepTpous, a naTTepH OTCPOYEHHOTO KOHTpa-
CTUPOBAHNA 06bIYHO 0YAroBbIA, UHTPAMypasbHbIA, NOKaNU30BaAH-
HbIli B MecTax Hanbonbluero yronuienus. ECV npu FTKMIT nosbiwieH
TOMbKO B 30Hax ombp0o3a, B TO BPEMS Kak npu ammnonaose cepaua
OH ANMY3HO U 3HAYUTESTBHO YBESIMYEH M0 BCEMY MUokapay [95].

Mpu runepToHMYECKOi 60Me3HN, a0pTanbHOM CTEHO3e pa3BumBa-
eTCA KOHLEHTPUYecKas runepTpodous NeBoro Xenyaovka, Ho 6e3
XapaKTepHbIX U3MeHeHnid T1 3HadeHuin u ECV, a Takxe 6e3 cneu-
ndhnyeckoro narrepHa, Habntogaemoro npu amunoungose [108].

B otnuyun 0T amunomposa 3HaYUTENbHO CHUKEHbl 3HAYeHUs
T1 npu 60one3Hn ®abpu. KOHTPACTUPOBaHWE €CIM U MPUCYTCTBY-
€T, 00bI4HO NOKaNM3yeTcs B 6a3arnbHbIX CErMeHTax 3aHe60KOBOM
CTEHKW NEBOM0 XXEeNyao4ka u He umeeT Andy3HOro cybaHaokap-
AnanbHoro nattepHa [108]. BHyTpu rpynnbl aMunongo3oB Kputuy-
HO auchchepeHumpoBatb ATTR oT AL hopMbl, NOCKONbKY TakTUKa
NeYeHns pasnuyaetcs. Kak 0TMeYeHo Bbille, No 0gHUM nuwb MP-
KpUTEPUAM HafeXXHO Pa3aenuTb TUNbI aMUI0UA03a CIOXKHO, HO He-
KOTOPbIE OTANYNA UMELOTCA.

Mpn AL-amunongose Hepeako HabIOAAETCA BbIPAXKEHHbIA 0TEK
MUOKapa no JaHHbIM T2-KapTUpOBaHWS, CBA3AHHLIA C TOKCUYe-
CKUM JieiicTBNEM CBOOOAHbBIX NErkux Lenei. 3HaveHne T2 >59,2
MC NO3BOJIAET ANArHOCTUpOBaTh AL-aMmnongos ¢ HyBCTBUTENbHO-
cTbi0 83% n cneundunyHocTbio 95%. KoHTpactuposanme npu AL
06bI4HO Cy63HA0KapAManbHOe (BNOTh A0 MAHUMPHOrO MO BCEMY
9H[0KApAy), pacnpoCTpaHATCA Ha Npasbli XKeny[oyek, npencep-
ANa 1 MeXnpeacepaHyto Neperopoaky.

OTek MeHee xapaktepeH Ans ATTR, a KOHTpacTMpOBaHWe Ya-
CTO TpaHcMmypanbHoe unu o4arosoe. Macca muokapaa npu ATTR-
amunongose 3avactyto 6onbLue, 4em npu AL (npu ATTRwt TonwmHa
CTEHOK MOXET npesbiwatb 15-17 mm, Toraa kak npu AL peako >15
MM). [TokasaHo, 4To HaTuBHbIA T1 1 ECV noBbILweHb! npu 0601x TMNax
11 LJOCTOBEPHO He pasnuyatotca. Takum 06pasom, Ans yTO4HEeHUs Tuna
amunonaosa TpebyloTcs 4onoNnHUTeNbHbIe MeToAbl [115, 116, 117].

Takum 06pa3om, B MyNbTUMOAANIBHOM JUArHOCTUYECKOM anropuT-
me amunougosa cepaua MPT 3aHMMaeT CTporo 0TBefieHHOe MecTO
meTtoda BTopoit nuHuu. MPT npoBoauTcs nocne BbISBEHWS NOLO-
3pUTeNbHBIX M3MeHeHUA Ha XKl 1 No3BoNseT: BepUULMPOBATL
[MarHo3 C NOMOLLbI0 TKAHEBOW XapakTepPUCTUKM, OLEHWUTb THXKECTb
NopaXeHUs W NPOrHO3 nauueHTa, NPoBecTU AUdepeHUnanbHyLo
JWNarHoCTUKY C Apyrumun npuyuHamm runeptpocpumn JHK. Xota MPT
He Mo3BOJIseT abCONOTHO LOCTOBEPHO AudddhepeHumposars ATTR
n AL-amunongo3 6e3 A0NONHUTENbHbIX TECTOB, OHA NPEAOCTaBAsAET
K/M0YeBbIe JaHHbIE, KOTOPbIE B KOMMEKCE C Pe3yNbTaTaMu CLUUHTI-
rpacgoum, nabopatopHbIMI UCCNEA0BAHUAMU HA MOHOKIOHANbHbI
660K 1 BoMapKepamu cepaeyqHoR HejoCTaTOHHOCTH, @ NPK HeO6X0-
AMMOCTU — Buoncuei, opMUPYIOT OCHOBY L1 TOYHOTO AMArHO3a.

HecMoTps Ha BbICOKYH TOYHOCTb, MP-guarHocTuka amunonao-
3a cepAua MMeeT onpejeneHHble orpaHuyeHns. K HUM oTHocsTes
NPOTMBOMNOKAa3aHWUA K BBEAEHUIO raf0NNHUS Y NALMEHTOB C TsKe-
MOV NOYEYHON HEA0CTATOYHOCTbIO, BapuabenbHOCTb peddepeHCHbIX
3HayeHnit mexxay pasnuyHbiMu MPT-cuctemamu n He06X0AUMOCTb
CTaHAapTM3auun NPOTOKO0B UCCe0BaHUS.

buoncuitHble METObI UArHOCTHKM

buoncuitHble MeTOAbl OTHOCATCS K WMHBA3WUBHOW AMArHOCTMKE.
JHAOMMOKApAnanbHas 61Moncus — «30/0TOW CTaHZApPT» Mpu no-
CTaHOBKE AMarHo3a.

MepBbiM warom B auarHoctuke ATTR-KMI1 sBnsetca 06s3a-
TeNIbHOe NMOATBEPXXAEHNE BOBNEYEHHOCTU CEPAEYHON TKaHM B MO-
paxkeHue amunoungom [95, 118-120]. [lo nosBrieHns COBPEMEHHOI0
KOMMIeKca METOMI0B HEUHBA3UBHOW ANArHOCTUKM (CLUMHTUrpadous
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B COYETaHUM C N1abopaTopHbIMKU TecTamm, UcKyaowmmu AL-A)
[120] eaMHCTBEHHBIM JOCTOBEPHbLIM CNOCOB0M BEpUCIMKaLMK Ana-
rHO3a Oblna SHAOMMOKapAManbHas 6uoncus. focne okpallnBaHus
KOHI0 KpacHbIM, HE3aBUCUMO OT CTeNeHN TOSLLMHbI CTEHKM J1IEBOrO
xenynodka (J1XK), Habnofaetcs KpacHO-KMPNUYHbIA LBET U 3ene-
HOe cBeyeHue (3hdhekT ABONHOIO Ny4enpesioMmiieHns) B nosapu3o-
BaHHOM CBETE, YTO CBUAETENLCTBYET 06 OTNOXKEHUN MACC aMUNOM-
pa [121, 122]. 3a ugeHTudhmkaumen ammnonaa SomkHa cnefosath
Knaccudpukaumua 6enka amunongHbix UOpUNN ANA YTOYHEHUS
TUNAa amMmnona03a, NPOrHO3MPOBaHUS KNUHUYECKOrO TEYEHUs 3a-
6onesaHus n nogoopa tepanuu. MupoBbIM 30010TbIM CTaHLAPTOM
onpeaeneHns Tuna amunonaa 0CTaeTcs Macc-CneKTPOMEeTpus, UM-
MYHOTUCTOXMMUSA WM UMMYHO3JIEKTPOHHAA MUKpockonusa [123].
O4HaKo CyLLeCTBYIOT TeXHWHECKMe TPYAHOCTW AAS PYTUHHOMO WX
NPUMEHEHNS, CBA3AHHbIE NPEUMYLLECTBEHHO C HWU3KOW AOCTYMHO-
CTbl0 000pYA0BaHUS NMPEUMYLLECTBEHHO TONbKO B (hefeparnbHbIX
MHOrONPOUAbLHBIX UAN HAYYHbIX LEHTPAX.

JkeTpakapgnanbHas 6noncHa B Ka4ecTBe

anbTepPHaTUBbI IHAOKAPANANLHOA GHONCHH

[pu OTCYTCTBMM BO3MOXHOCTM UMK OTKA3a NaLMeHTa OT NpoBefe-
HWS 3HOOMUOKApAMANbHOA 6UONCUN B HACTOALLEE BPeMA LS noj-
TBEPXKAEHUS [UarHo3a aMmunonzgosa cepaua Takke MOXeT UCMofb-
30BaTbCA KOMOUHALMSA SKCTPaKapaUanbHOA 6UONCKK (Kak npasuso,
61oncus NOAKOXKHO-XKMPOBOI KNETYATKU, CIIKOHHBIX XEenes, Crm3in-
CTO 060JI0YKM NPAMOIA KMLLKK, NMOYeK) B COYETaHWUN C MOATBEPX-
LEHNEeM MOpPaXeHus cepiua C NOMOLLbID HeWHBA3MBLIX METOLOB
o6cnenosaHuns dyHkumn cepaua. OaHako gaxe ans AL-amunongosa
4acToTa BblABNEHMS cocTaBnsAeT Bcero ot 50% o 80% [105], npu
TOM, 4TO 3TO MaKCUMarbHbIi NOKa3aTeNb Cpean BCeX BULOB amusio-
ngosa. [ing ATTR 3T0T nokasarenb CyLLECTBEHHO HUXXE, NOCKOMbKY
JaHHbIA TUN aMUNONIHBIX PUOPUNN OTIMYAEBTCA CNaBoil KOHrodu-
nneil faxe B CEPLEYHON TKAHW, M NO 3TOW NPUYUHE BbISBUTL 3TOT
TMN aMUNONZA He BCerha yAaeTcs Laxe npu MoBTOPHbLIX BGUONCUSX
W3 Pa3HbIX OPraHoB U TKaHel [52]. B no6om crny4ae noaTBepx-
LEeHWe OTNOXEHUS amunompa npu 3KcTpakaphauanbHoW 6Guoncum
LOJDKHO COYETAThCS MO0 C XapaKTEPHbIMM NPU3HAKAMKN KapLanaib-
HOr0 amuNoN03a No LaHHbIM 3X0KapAuorpadun, npu OTCYTCTBUM
ANbTEPHATMBHON NPUYMHBI YBEIUYEHUS TONLLMHBI CTEHKN JDK, nnbo
XapakTepHbIMu npuaHakamu npu MPT cepua, NpoBeeHHON ¢ KOH-
TpacTHbIM ycunenuem ragonuduem [120, 124, 125]

Oco6eHHOCTH AUarHocTHKH NONMHEAPonaTHn

y naynentos ¢ AKMI1

Hanu4ne y naumeHTa crapiie 30 neT KIMHUYECKUX NPOSIBIIEHUIA
MOMONATUYECKOW NPOrpeccuUpyroLLeil CEBHCOPHOII/CEHCO-MOTOPHO
NONUHEponaTn B COYETAHUM C «KpacHbiMu pnaramu» ATTR-
amMunongo3a, ABNAETCA OCHOBaHWEM Ans nopo3peHus Ha ATTR-
[MH. B cBA3K C 4eM Heo6X0AMMO NPOBOANTL AUGdEPEHLIMANbHYIO
LMArHoCTUKY, MCMNONb3Y NabopaTopHble, WHCTPYMEHTAMbHbIE W
MOJIEKYNIAPHO-TeHETUYECKMe METOAbI UCCIIel0BAHNSA NS CBOEBPE-
MEHHOI1 BepudmuKauum anarHosa [75, 16, 52, 53, 126].

Mpu onpoce naumeHTa crefyet 06paTtuTb BHUMAHWE Ha CEMeli-
HbI @HAMHe3, YTOYHUTb Hann4ue y 611U3KUX POACTBEHHUKOB Mpo-
rpeccupytollei nonuHeponaTtui, 60Ne3Hen cepaua, cMepTeil B
Bo3pacte A0 50 net oT cepAeyHO-COCYAMCTON HEAOCTATOMHOCTH.
Takxxe He06X0AMMO Y4eCTb CPOK NPOrpeccupoBaHmns 3ab0oeBaHns,
Hanu4me CONMYTCTBYIOLMX COMATMYECKUX 3200JIeBaHUNA, OLEHUTb
TOKCMKONOTUHECKNIA aHAMHES3.

®usnkanbHoe 06¢ne[0BaHNe

Heo6x011MM0 NPOBECTU O6LLMIA OCMOTP C OLIEHKOW UHAeKCa Mac-
Cbl TeNa, KOXHbIX MNOKPOBOB, HANINYMSA OTEKOB M KOCTHO-CYCTaBHbIX
nedopmaumin. OueHKa HeBPOMOrYeCKOro cTatyca npoBoaUTCS Mo

CTaHJAPTHON METOAMKe. BaXKHO npoaHanu3mpoBaTtb (PYHKLWUKM Be-
reTaTBHOM HEPBHOW CMCTEMbl — ONPEAENUTb CTeneHb NOTOOTAe-
neHus, uameputb YCC B NOKOe, NPOBECTI OPTOCTATUYECKYIO NPOBY
[75, 16, 52, 127].

J1abopatopHble ANarHoCTUYECKNE UCCIE[0BAHNS.

C mudpepeHumanbHO-AMArHOCTUYECKOA LieNbio naunueHTaMm ¢
NporpeccupytoLLen nonuHenponarneil Heo6XoAMMO NPOBECTH WC-
CNefoBaHus:

 00LLEro n pa3BepHyTOro 6UOXMMUYECKOr0 aHANM30B KPOBU
(MCKMIOYUTL HanU4me CONYTCTBYIOLLMX COMATMYECKNX 3a60-
NeBaHNi);

« aHanu3a kposu Ha RW, B4, renatutbl B u C (ans uckntoye-
HUS UHKDEKLIMOHHON Npupofsl);

* YpOBEHb B KPOBU BUTaMUHOB B12 (UumaHoko6anamuH) n B9
(honmesas kucnota), roMmoUMCTeNHA (AN UCKNKOYEHUs Je-
(puumMTapHOro reHesa);

+ 00Lero aHanu3a Mo4u (UCKNKOYEHWe COMyTCTBYIOLLEro no-
POXEHUS MOYEK, T.K. MUKPOATbOYMUHYPUS - PAHHWIA NPU3HAK
nopaxeHus noyek npu ATTR-MNH. B 32-36 % cny4aes MUKpO-
anbOyMUHYpUA NpPeALLIeCTBYeT Pa3BUTUIO MONMUHeAponatum y
6eCCUMNTOMHBIX HOCUTENEN NATOreHHON MyTaLWUK NPy Hacneg-
cteeHHOI popme ATTR-MH. Mpu nporpeccupoBaHun 60ne3Hu
B 0OLLEM aHaNIN3e MOYW BbISBNIAETCA NpoTenHypus) [128].

HenHBa3nBHbIE NHCTPYMEHTASTbHbIE
ANarHOCTN4ECKNE UCCIEA0BAHMUS.

e OCHOBHbIM WHCTPYMEHTAIbHbIM METOLOM WCCNeA0BaHNs
nepuepn4ecknx HepBOB Y MALMEHTOB C NOAO3PEHUEM Ha
ATTR-MH sBnsetcs anektpoHenpomuorpacms (SHMI). B
6OJbLUMHCTBE CNYy4aeB Y NaLWEHTOB BbIABNAETCS reHepani-
30BaHHbIA, CUMMETPUYHbIA, CEHCO-MOTOPHbIA HeBpasbHbIN
YPOBEHb NOPAXEHNA aKCOHANbHOIO XapakTepa 1 Helipodu-
3110510rMYeCKMe NPU3HaKN CONYTCTBYHOLLEro ABYCTOPOHHEr0
KapnanbHOro TYHHEeNbHOro cuHpgpoma. Bo Bpems nposefe-
HUS WUCCIefOBaHWA TemnepaTtypa KOXMU AO/MKHA NoAgep-
XKMBaTbCsA B 06/1aCTW NafoHM Ha ypoBHe He HMKe 33 C° u
HapPYXXHOM nofbbkkn He Hxe 30 C°. Cneayet NOMHUTB, 4TO
(DYHKLMIO TOHKMX HepBHbIX BONOKOH IHMTI-uccnegosaqme
He oueHmBaeT [129].

« C Uenblo 06LEKTUBU3ALMM BEreTATUBHLIX HApYLIEHWUA npo-
BOAWTCA WUCCNEeJ0BaHUe TOHKUX HEPBHbIX BOMIOKOH: aHanms
BapuabenibHOCTU pUTMA cepaLa Uu/unm KOMNiIeKCHoe Bererta-
TUBHOE KapanoTecTuposaHue no D. Ewing (opTocTatuyeckas
npo6a, npo6a BanbcanbBbl, npoba ¢ rny6okum ynpasnse-
MbIM [bIXaHuem, npo6a ¢ M30METPUHECKUM HAMPSXKEHNEM),
BEreTaTUBHbIE BbI3BAHHbIE MOTEHUMANbI, KOJNMYECTBEHHOE
CEHCOPHOE TeCTMPOBaHWe, TUAT TECT, KOH(hOKanbHas Mu-
Kpockonus porosuupl [127].

e [Ipn Hanuyuu CONyTCTBYIOLUMX KIUHUYECKUX MPU3HAKOB
nopaxenus LIHC ¢ gmarHoctuyeckoin n andpdpepeHunans-
HO-AMArHOCTNYECKON LieNbio MOXET 6biTb nposegeHo MPT
rOSI0BHOIO MO3ra ¢ KOHTpacTHbIM ycuneHuem [130, 131].

OMPEAENEHWUE TUNA AMWJION03A

HeuHBa3uBHbIi METOA: CLUMHTUIpathus

MWOKapaa ¢ nupodocchaTtom

BbinonHeHne cumHTMrpacpuu Muokapaa ¢ OCTeOTPOMHbIMU pa-
anodpapmnpenapatamu (POIN) pekomeHayeTcs Ang HEUHBASUBHON
Bepudpmkauum TTR-amunonao3a y naumeHToB ¢ UMEKLUMIACA Xa-
PaKTEpHbIMM NPU3HAKAMK aMUOoMA03a cepaua no aaHHbIM IXoKI
u/wnn MPT.

CumHTUrpachnyeckoe nccnenoBaHme NpOBOAUTCA C O4HUM U3 Crie-
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aytowmx POM: 99mTc-nupodpocchar (PYP, Haubonee JoCTyrneH B
Poccum), 99mTc-meTuned-gudocdonar (MDP), 99mTc-rugpokeu-
metuneH-gudpocporar  (HDP) u 99mTc-3,3-audpocchoro-1,2-
nponaHo-kapookcunosas kucnota (DPD), ncnonb3yembix B OCHOB-
HOM B EBpone. VIHTeHCKUBHOE HakonneHue atux PO B Muokapae
cneundpnyHo ana TTR-amunougosa. Mpu AL-amuniongose OHO OT-
MEYaeTcs NULWb Y NALMEHTOB C NPOABUHYTON U TEPMUHAMNBHON CTa-
Iven 3a6onesaHns. MexaHnam HakonneHus faHHbIx POl cocTouT B
CBA3bIBAHNI C MOHAMM KanbLns U MUKPOKanbLmudukatamu, 06pasy-
IOLLMMICS NPK Pa3pYLLEHNN KapaUoOMMOLMTOB NPU ANNTENbHOM OT-
NOXEHWN B MOKape aMUNOUIHbIX KOHTTIOMepaTos.

MpoTOKON CLUMHTUIPachMn MOKapAa BKITKOYaeT B Ce6s npuLesb-
HOE NnaHapHoe uccnefoBaHWe U OAHOCOTOHHYID 3MUCCUMOHHYIO
KomnbloTepHyto Tomorpadmio (O3KT) cepgua 4vepes 3 4aca no-
cne mHbekuyum PO akTMBHOCTbIO He meHee 20 MKu. Pekomen-
Jyetca ucnofib3oBaHne fAetektopoB ¢ LEHR-konnumaropamu u
KT-noacuctemMbl SMUCCMOHHOMO ToMorpada. [MnaHapHoe uccnepo-
BaHWe BKMIOYAET 3annuchb B NepeaHer Npoekuun ¢ Habopom 1 MnH.
umnynbcos B Matpuuy 128x128 npu 3yme 1.46. O3KT/KT Bbinon-
HsieTes 663 IKM-cuHxpoHu3aumm (B cnyyae Grade 3 npu Heo6xoam-
MOCT/ MOXXHO NPOBECTW uccneaoBarne ¢ IKIM-CUHXpPOHM3aLMen 1
JanbHeNLWnMm NoCcTpOeHNEM NONAPHbIX KapT) B 32-64 npoekuum no
30c ¢ pacnonoxeHuem aetekTopos nof 90° B matpuiy 64x64 npu
3yme 1.85. KT MOXET BbINOMHATLCA B HU3KOL030BOM pPexXume, 6e3
BBE/EHNS KOHTPACTHOrO BeLLecTBa. [py PEKOHCTPYKLMI NPOeKLNiA
KpanHe peKOMeHAYeTCcs UCNoJSb30BaHNE HAWUNYYLLIMX UTEPATUBHbIX
aNnropuTMOB, NOCTABNSAEMbIX NPON3BOAUTENEM.

VHTepnpeTauns nnaHapHoro MCCnefoBaHUs BKIKOYAET pacyeT oT-

CuuHTHMrpadgua KT

Grade 0

HOLLUEHUS UHTEHCMBHOCTM cYeTa B 06/1aCTH cepAaua no OTHOLLEHMIO K
KoHTpanarepanbHoi ctopoHe (H/Cl). 3HayeHne H/Cl >1,5 sBnsetcs
XapaktepHbiM ana ATTR-amunongosa, 04Hako He BMAETCA CTPOrUm
KPUTEPUEM MOMOXMTENbHOMO pe3ynbTaTa Tecta. ToMorpaduyeckoe
nccnenoBaHne He06X0AMMO NS NOATBEPXKAEHUS HakonneHus POT B
MWOKap/e, a He B NONOCTAX Cepaua U Apyrux NPUnexatlmx CTpykTy-
pax (pebpax, B 30Hax BOCNAIEHUS, B T.4. B KnanaHax cepiua, B 30He
arenekTasa nerkoro), npu 3TOM PEKOMEHAYeTCH COBMELLLEHME C aH-
HbiMi KT N1t HageXXHON aHaTOMWYECKO IOKanm3aumn, no3Bonsto-
LLe n36exaTh NOXHO-NONOXNUTENBHOIO Pe3ynbTaTta UCCNefoBaHus.
OueHKa WHTEHCUBHOCTKM HakonneHus POIT B MMOKapae BbINos-
HAETCA NO TOMOrpauyeckum n3obpaxxeHmsm no Lkane Perugini:
Grade 0 — OTCYTCTBUE HAKOMNEHWA B MUOKAapAe (BO3MOXHO Ha-
KonneHne POIN B nyne KpoBu xenynoykos), Grade 1 — sugnumoe
HAKOMMEHMe B MMOKap/e, ero NHTEHCMBHOCTb HIKE, YEM B KOCTHbIX
CTPYKTypax (rpyanHe, no3BoHKax, pedpax), Grade 2 — WHTEHCKB-
HOCTb HAKONMEHWUS B MUOKApAEe CPaBHUMA C KOCTHbIMI CTPYKTYpa-
mu, Grade 3 — WHTEHCUBHOCTb HAKOMMEHMS B MUOKapAe BbilLe,
4eM B KOCTHbIX CTPYKTypax. Grade 2-3 ABNAETCA XapakTepHbIM Ans
ATTR-amunomngo3sa, kak AuKOro TUna, Tak 1 BapuaHTHOro (puc. 7).
CornacHo KOHCEHCYCHOMY anropuTMy HEeWHBA3MBHOW AMArHo-
CTUKK amunougosa cepgua [105,123] y naumeHTOB C XapakTepHbl-
MW NpU3HaKamn amunouao3a no aaHHbiM IxoKI/MPT, Grade 2/3 no
AaHHbIM O3KT 1 0TCYTCTBMEM MOHOKNOHANbHbIX 66/1KOB MO AaHHbIM
nabopatopHbIX MccnenosaHuin, auarHo3 TTR-amunomposa cephua
MOXXET CHUTATLCA YCTAHOBJIEHHbIM 663 NpoBeAeHUs GMONcuun, 4To
SIBNAETCA NOKA3aHWEM ANS Ha3Ha4eHUs cneLudnmyeckon Tepanuu.
CumHTurpadms mMuokapaa ¢ ocdaTHbIMU KOMMNIEKCAMU TaK-

O3KT O3KT/KT

PucyHok 7. BapnanTtbl HakonneHnus ocreotponHoro P®Il B cepaue npu NpoBeAeHWN CUMHTUrpathum MUOKapAa B LENnAX AUarHOCTUKK
amunounpo3a. Grade 2-3 agnsetcs xapakrepHbim ana ATTR-amunoupo3a [BbinonHeHo aBTopamu]

Figure 7. Variants of osteotropic radiopharmaceutical accumulation in the heart during myocardial scintigraphy for the diagnosis of
amyloidosis. Grade 2-3 is characteristic of ATTR amyloidosis [performed by the authors]
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e MOXET MCMoNb30BaThCs ANd ANHAMWUYECKOro HabMioAeHns 3a
naumeHtamm ¢ TTR-amunompo3om [N OLeHKM adhdhekta cneu-
NrYeCcKOn Tepanuu, AN CKPUHWUHIA W BbISBIEHMS HayanbHOro
NOBPEXAEHMA MUOKapAa Y poacTBEeHHNUKOB npobaHaos no ATTRh,
a TaKXe ONA OLEHKN TSHKECTW noBpexaeHus muokapaa npu AL-
amunongose.

HepasHue ny6nmkaumy nokasanu, 4To HEKOTOPbIE CUTYaLUK Tak-
K& MOryT NPUBECTU K NOXKHO-MONOXUTENBHOMY CepaeYHOMY Mo-
MOLLEHUIO. ATW CUTYaLMK BCeraa CrefyeT Y4nuTbiBaTb Npu UHTEP-
npeTaumnm pesynbTatos cynHTMrpadum [95]. Cutyaumm, cBsizaHHbIe
C APYTMMM TUNAMK aMUIONa03a:;

o AlL-amunounos. Jlokanusauuws paguochapmnpenapara B
cepaue npu CUMHTUrpadmm MoXeT HabnaaTbCs NPUMEPHO
y 30% nauuenToB ¢ AL-amunongosom [105]. MoaTomy cumH-
TUrpadoms 0643aTenbHO A0MKHA JONOMHATLCA TeCTaMu Ans
UCKMIOYEHMS NOXXHO-MONOXMTENBHOr0 pesynbTata K3-3a
KNOHamnbHOW LMCKpa3uu, XxapakTepHon ans AL-amunongosa.

» AApoAl, AApoAll, AnoAlV n Ap2M amunongos. [auHbie
TWUMbl AMUNOMA030B XaPAKTEPM3YETCS BbICOKOW TPOMHOCTHIO
K nopaxeHuto novek. ing gudcepeHumansHom anarHocTu-
K MOXET noTpe6oBaTbCA reHEeTUHEeCKOe TECTUMPOBaHME K
rMCTONOrMYECKOE NOATBEPXKAEHME.

VHble cutyauum:

» KapanoTOKCMYHOCTL  ruapoKcuxnopoxuHa. Mcknovaercs
nyTem onpoca naumeHTa, MOXeT NoTpe6oBaTb rMCTONOMNYe-
CKOro NOATBEPXKIAEHMS.

« [lepenomsl pebep, KanbLUUKaTsl KnanaHos. Heob6xoammo
YTOYHEHWE 0 HeAaBHUX TPaBMax U OnepaLusax B aHaMHe3e,
NS audpdpepeHUmManbHOR AUarHOCTUKN PEKOMEHYETCS UC-
nonb3osatb O®3KT Ansg onpedenenus nornoueHns PO
MWUOKapAOM.

» HepasHuin MHhapKT Muokapaa (<4 Hegens). Mpu nogospe-
HUM MO pesynbTaTam paccnpoca Uin yCTaHOBIEHHOM (haKTe
Heobxoanmo ucnonb3osatb OOIKT ans 06HapyxeHns and-
(hy3HOro NOrnoLLeHNs B MUOKapae.

B M1pOBOI KNMHUYECKON NPAKTUKE ONUCAHbI TPW TMNA CUTYALINIA,
B KOTOPbIX CUMHTUrpacdns AaeT NOXXHO-0TPULATENbHbIA pe3ynbTar.

Mpexne BCEro, 9T0 HEKOTOPble BapUaHTbl FEHETUYECKN-06Y-
cnosneHHoro ATTRv — B yacTHocTu, Phe84Leu ATTRv, Ser97Tyr
ATTRv. MNpu Hann4mn YeTKON KNUHNYECKOW KapTUHbI, XapakTepHOM
ans ATTR amunonaosa, a TakxKe CEMENHOro aHaMmHe3a u/unum no-
NUHeAponaTui, OTPULATENbHbIE W COMHUTENbHbIE PE3YNbTaThbl
CUMHTUrpadu MOryT SBAATCSA MOKa3aHMEM K NPOBEAEHNIO reHe-
TUYECKOrO TECTUPOBAHMA AN UCKMIOYEHW [OAHHbIX BapWAHTOB
[132,133].

BTopon BapnaHT — 3TO HayanbHble CTaguu 3ab0NieBaHUA U
nerkas ¢opma, npu KOTOPbIX CLUMHTUrpadous OKa3biBAETCSH HEWH-
(bopmaTtiBHA M3-32 HEJOCTATOYHOIO PA3BUTMSA MOPAXKEHMS TKAHEN.
B 970l cuTyauum HeMHBa3MBHas ANArHOCTIKA HEBO3MOXKHA, U 065-
3aTeflbHbIM JOMOSHUTENbHLIM METOLOM ANs Bepudmkaumnm ana-
rHo3a 6yfeT rucTonoruyeckoe noaTeepxaeHue [123, 134].

TpeTuii TN cuTyaLun BKNOYaeT B ce65 HEKOPPEKTHbIN MHTEpBAN
MEeX[y BBEIEHMEM TEXHELNA U NPOBEAEHNEM CLUMHTUrpadpum, npu-
4eM OLIMOKN MOTY ObITb KaK MPW CHIDKEHUW, TaK U NPW YBENNYEHNN
pernamMmeHTMpoOBaHHOIO BpemMeHu [95]. B aTux cutyaumusax peKkomeH-
[yeTcs NOBTOPHOE WCCrefoBaHue.

CKPUHMHI Ha HaNMYMe MOHOKNOHANbHbLIX 6ENKOB

C Uenblo NCKMIOYEHNA MOHOKITOHAMBHOI AMCKPA3WK 11 MOCTAHOB-
Kn auarHo3a AL-amunongosa npoBOAST anekTpodopes3 6enkoBs ¢
WMMYHO(OUKCALMEA CbIBOPOTKM KPOBU U MOYW HA Hanuyue CBO-
60AHbBIX Lenein MMyHornobynuuos [135, 136]. HyBCTBUTENILHOCTDL
TecTa Ha onpefeneHue cBo6OAHbIX nerkux uenei (CI1L) ummyHo-

rNO6YNUHOB B CbIBOPOTKE KPOBW 1 MO4M cocTaBnseT 99%. K 0653a-
TeJSIbHbIM TECTaM OTHOCAT: UCCIe[0BaHNe CbIBOPOTKM KPOBU HA Ha-
nn4me cBOBOHBIX JIErKMX Lienen, UccrnefoBaHne CbIBOPOTKM KPOBW/
Mouu ¢ nocnefytoulein ummyHodmkcaumen (FLC, SPIE, UPIE) [15,
34, 95]. CoyetaHue SPIE, UPIE n konuyecTBEHHOr0 onpefeneHus
FLC B CbIBOPOTKE UMEET YyBCTBUTENLHOCTb 99% ANS BbISBNEHUS
AHOMAaSbHOM0 NPOAMUNIOMAOTUHECKOr0 NpeJiLecTBeHHMKa npu AL-
amunongose [95].

BaxHO nopgyepkHyTb, YTO 3NeKkTpodoope3 6eflkoB CbIBOPOTKU
KPOBM 1 MOYU BCErAa JOSMKEH CONPOBOXAATLCA UMMYHOMKCALN-
el e yBeNMYeHnsa YyBCTBUTENbHOCTU Uccnegosanua [137]. Mpu
MHTEpPNpeTaLmMn HU3KOT0 YPOBHSI aHOMAMbHbIX MOHOKMOHAMbHbIX
AHTUTEN UAW CPEAHUX 3HAYeHUA COOTHOLLEHUS Kanna/nam6aa Le-
nenl MOryT ObITb JIOKHOOTPULATENbHBIE U TOXXHOMONOXMUTESNTbHbIE
pe3ynbTaThl, €CNM Y NaUMEHTa ecTb COMYTCTBYIOLLEE NOpaXKeHue
noyek (Hambonee xapakrepHoe A AA TUNOB CUCTEMHbIX aMuUo-
WA030B), NOCKOMbKY Y nauneHtos ¢ XbI1 npu CHUXEHUM CKOPOCTU
Kny604k0BoN hunbTpauun (CK®) ymeHbLIAETCA NOYEYHbIA KNn-
PeHC NOANKNOHaNbHbIX CJILL 1 BO3pacTaeT Ux CbIBOPOTOYHAR KOH-
ueHTpauuns [138]. OgHako B CBA3W C OTCYTCTBMEM PEDEPEHCHBIX
3Ha4YeHW, npumeHsiemMblil cornacHo Tsxkectn XBIT, Heobxoammo
OPWEHTMPOBATLCA HA COBOKYMHOCTb KNUHUKO-NABopaTopHbIX Mo-
Kasarenein nauueHta [34]. B page cnyd4aeB MoXeT noTpe6oBaThCs
KOHCYNbTaLus remarosnora.

Mpn nonyd4eHnn NONOXUTENbHbLIX PE3YNbTATOB CLUHTUIpadouu
(2-3 cTeneHb), AOMOMHEHHbIX MCKNOYeHMeM AL-amunouposa no
BCEM Tpem 51labopaTopHbIM KPUTEPUSM, CMeLMtUYHOCTb TaKol
KomnnekcHom amarHocTukn ATTR cocTasnset npaktuyeckn 100%
[95]. Tem He meHee, Hanu4ue IxoKI unu MPT kputepues aBnseTcs
0653aTeNIbHbIM ANS YTOYHEHMS CTaumM 3a60N1eBaHUS U CTENeH BO-
BNEYEHHOCTWN CepaeyHoi TKanu [95, 139, 120]

Anroputm noctaHoBku fguardo3a ATTR-KMI

Anroputm noctaHoBkn anarHoza ATTR-KMI, nogpo6Ho npea-
CTaBJIEHHbIN HA PUCYHKE 8, BKMKO4aeT B Ce65 CUMHTMrpadpuio ans
OLleHKN cTeneHn nopaxeHus cepaua ATTR w remartonoruyeckue
TecTbl ([T) mns nckntoyenns AL. CoyeTaHne pesynbTaToB CLWMHTH-
rpacouu 1 remMatoniormyecknx TeCTOB AarT HECKOMbKO BO3SMOXXHbIX
CLeHapueB AanbHerLWero AuarHoCTUYecKoro nomcKa.

Mpu Hanu4un oTpuuatenbHbIX [T TECTOB NPUHLMNNANBHBIM BO-
MPOCOM ANArHOCTUKW ABNSETCA NOATBEPXKAEHNE NOPAXKEHUE amMu-
NOMA030M TKaHW cepaua kak Knovesoi npuynHsl KMM u CH. Ons
3TOr0 HE0HXO0AMMO BbINONHUTL CLUMHTUIPACNIO, KOMOWUHALUA C pe-
3ynbTaTamn KOTOPbIX JAET TPU BapuaHTa:

1. B cnyyae, ecnu cuMHTMrpadous He NOKAXKET HAKOMMEHUS amu-
nowaa B cepAeyHoi TKaHU, BEPOATHOCTb HANWU4Ms aMMiIonao-
3a cepaua MuHMManbHa. OfHaKo, Npu CyLLECTBEHHOM Npo-
rpeccMpoBaHNK CUMNTOMOB HEeTUNWYHOW CH, B AanbHeLLem
MOXET 6bITb PEKOMEHJ0BaHa NOBTOPHOE 06CNef0BaHNe Mnn
ounoncus CepaeyHoN TKaHu.

2. B cnyyae, ecnu cumHtUrpadous BbisBNsAeT 2-3 CTeneHb Ha-
KonneHusa PO B cepfeqyHOn Mbillle NPU OTPHLATENbHOM
I'T, T0 BeposaTHOCTb Hanu4na ATTR npaktuyeckn 100%, u
AnarHo3 MoxeT ObITb MOCTaBNeH 6e3 NpoBeAeHUs Aonon-
HUTENbHOM BUONCUK CepaevHON TKaHW. Tem He MeHee, ans
TnupoBanua ATTR ammnongosa v OLEHKW NporHo3a Teye-
HUs 3a60NeBaHNA PeKOMEHA0BaHO JOMONHUTEbHOE NPoBe-
[IeHIe reHeTUYeCKOro TeCTUPOBaHUA.

3. B cnyyae, ecnu cumHTUrpadhms BoIABNSAET 1 yPOBEHb HAKOMNe-
Husg POI1, HeBO3MOXHO 0HO3HAYHO NOATBEPANTb (DAKT Ha-
nuyusa amunongosa cepaua. [ng ero UCKIYEHUs Um ycTa-
HOB/EHNS HE06X0AMMO [0Ka3aTh BOB/IEYEHHOCTb MIUOKapaa
B MaTonfiornyeckuii npouecc. [na 3Ttoro uenecoobpasHo
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NPOBECTV OGUONCUI0 TKAHW CepAua Wi MOXHO NMPOBECTM
9KCTpakapamanbHyto 6uoncuio, 0643aTenbHO CONPOBOXAA-
emyto MPT uccneposaHuem cepgua. OgHako, BEPOATHOCTb
BbIfBNeHUs ATTR cepaua npu SKcTpakapananbHon 61uoncum
MO JAaHHbIM MEXJYHapOAHbIX UCCIeLOBaHNIA COCTABNACT He
6onee 25-Tv NpoLeHTOB. [103TOMY Hanu4me oTpuLATENbHO-
ro pesynbTara He NO3BOAUT UCKNIOYNTL aMUNOUAO03 U ByaeT
Heo6X0MMO NPOBeLeHIe KapananbHOI Guoncun.

Mpn Hanuyum nonoxutenbHbix T TecTOB, N060r0 pesynbrara
CLUMHTMrpadmn MUOKapaa 1 Hanu4mu cneunpuyeckux npu3Hakos
nopaxeHus muokapga no MPT cepaua ¢ KOHTapacTUpOBaHUEM,
amMunonzo3 Ccepaua BbICOKOBEPOSTEH, OAHAKO OKOHYaTeslbHOe
CYX[JEHUe 0 TUNe ammionzo3a BOSMOXHO BbIHECTM TOMBKO Nocre
NPOBeAEHNS UHBA3WNBHbLIX METOJJ0B ANArHOCTUKN.

leHeTUYeCKOe TECTUPOBaAHKHE

HecMOTps Ha BO3pacT MauMeHTa B CNy4asiX C YCTaHOBMEHHbIM
nnarto3om ATTR-KMIT 06s13ateibHO NpoBeLeHNe CEKBEHUPOBaHNSA
reHa TTR ang To4HOA AndpdpepeHumanbHON AMArHOCTUKN MexXay
ATTRwt n ATTRv. BblisiBNeHWe naToreHHoOro/BeposTHO NaToreHHo-
ro sapuaHta TTR 0Ka3blBaeT 3HA4YMTENIbHOE BIIMSHWE HA NeYeHune
1 NPOrHO3 NALMEHTOB, a TaKXe NO3BONSET NPOBOANTL CEMEIAHBIN
CKPWHWHT, paHHee BbISiBNIEHNE 1 nocneaytoLiee HabnaeHune 3a 3a-
60NeBLUMMI YneHamu cembi [87].

[eHeTM4yecKoe KOHCY/bTUPOBaHWE HEOOX0AUMO Ans 6eccum-

NTOMHbIX POACTBEHHWUKOB, Y4UTbIBAA BapuabeNbHOCTb NEHETPaHT-
HOCTW 1 3KcnpeccusHocTH amunongosa ATTRv [87].

AnropuTM nocTtaHoBKM fguarHo3a AL-KMI

06s3atenbHbIM 3TanoM 06Cnef0BaHUS NPU NOAO3PEHUM HA CU-
CTEMHbIA AL-A ABNSIETCA UCCNEA0BAHIE MOHOKMOHANBHOI CEKpeLum
METOAOM 3neKTpohopesa, MMMYyHOUKCaLUKN 6ENTKOB CbIBOPOTKN U
MOuK ¢ 06s3aTeNbHbIM onpeaeneHnem cogepxxanus CJIIL nmmyHo-
rNo6ynnHOB B CbIBOPOTKE. Cpeam pasnnyHbiX METOAOB ANArHOCTUKM
npeanoyTUTeNbHa HePenoMeTpUs, KOTopas NO3BONSET HAAEXHO Be-
pucomumposats nosbiwenne CIILL ummyHorno6ynuxos [140].

Mpn nogo3peHun Ha AL-ammnoungo3 06a3aTesibHbIM 3Tanom gua-
FHOCTUKM SIBNSETCA ero 06HApY)XeHWe B TKaHAX. Havano Tepanuu
6e3 rucronorndeckoro nopareepxaeHus AL-A Heponyctumo. K
CKPUHWHTOBOMY METOAY BbISIBNEHWUS OTNOXEHMS amunouaa oT-
HOCAT WUCCNeaoBaHne NOAKOXHOIO XXMpa, KOTOPbIA NONy4atoT ny-
TEM acnupauun u3 nepefHein 6pIOLWHON CcTeHkW. OfHaKo cneayet
Y4eCTb, YTO JaNibHeilllee TUNMPOBaHNe amuionaa B acnupare nog-
KOXHOr0 XX1pa BO3MOXHO TOJIbKO METOA0M MAcC-CNeKTPOMETPUN.
C y4eTom 60nee pacnpoCTPAHEHHOTO WMMYHOTUCTOXUMUYECKOrO
MeToJa TUNUPOBAHMA B Ka4yecTBe MaTepuana LenecoobpasHo uc-
nonb30BaTh 6MONTATHI OPraHOB UK TKaHeln. Ha nepsom aTane ana-
FHOCTUKM LIeNIeco06pa3HO BbIMOMHUTL BUONCMIO «NErKOA0CTYMHO-
ro» fokyca (To ecTb JloKyca, 6uoncus KOTOPoro He COMpsKeHa ¢
PUCKOM TSXKENbIX 0CNOXHeHUi). K Takum iokycam noMumo noj-

Onpoc naupeHTa
+
KnuHuKo-guarHocTuyeckue
KpPUTEPUN HACTOPOXKEHHOCTU

KpacHble onary (KNMHUKO-nabopaTopHble)

+

BuayanuaupytoLune Kputepum
(Y31 o6s3atensHo, MPT npu Hanu4uu BO3MOXHOCTH)

OTpuuatenbHble OanH 1 6onee rematonornyecknin Tect
CumHTurpacous reMarosior4eckue TecTbl NONOXNUTENEH
+
TeMaToNorMYeckie TecTb! CumHTurpacbua CumHTurpacoua CumHTurpacpus CumHTurpacpus CumHTurpacpus
0 cTeneHb 1 cTeneHb 2-3 CTeneHb 0 cTeneHb 1-3 cTeneHb
MPT cepaua OTtcyTcTBME lMopTBEPXAEHNE
C ragonuHmnem XapaKTepHbIX XapaKTEPHbIX
(ecnu He fenanoch paxee) N3MEeHEHUIA N3MEHEHNIA
c nrgg;gnorgmaem OtcytcTBue OtcytcTBMe
aylowien MPU3HAKOB amunongo3a | MoaTBepXKaeHE MPU3HAKOB aMUIONA03a
NUMMYHHOTUCTOXUMUEN nnn ATTR-KMI nnm
VN Mace-CNEKTPOMETPMEN WHOW TUM aMunongo3a WHOW TUM aMunongo3a
['eHeTUYeCKOe
nccnenoBaHne ATTRv ATTRwt
Amunonzos TunuposaHue Crapt Amunonzos Tunuposaxne
MaJioBepOoATEH amunongosa Tepanun ATTR-KMI MaJioBepoATeH amuiongosa
(Hn3kas BeposTHOCTb AL) [0 pe3ynbTaTos (BbICOKas
WITW neknioyenve TEHETUYECKOro BEPOSATHOCTb AL)
amunongosa TECTUPOBAHUSA NN neknoyenne

PucyHok 8. Anroputm guardoctuku ATTR-KMI [10,15,40]
Figure 8. ATTR-KMP diagnostic algorithm [10,15,40]
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KOXHO-XXUPOBOI KNETHYaTKN XWBOTA OTHOCMTCA Manas ChtOHHas
)Kenesa, ABeHaguatunepcTHas unu npsmas KULKa, KOCTHbIA MO3r
[141, 142, 143]. MNpu cuctemHom AL-A B TpenaHobuonTate KoCT-
HOro Mo3sra amunoug o6HapyxmsaroT B 53-69% cny4aes, B NoA-
KOXHO-XWPOBOW KrneT4yatke — B 36-75%, B 6uonTare gBeHagua-
TUMEPCTHON KNLWKN — Y 70% 60bHbIX. [Mpn 6ruoncum 2-3 noKycos
XOTS Obl B 04HOM M3 HUX YAAETCA 06HAPYXMTb amuniong y 76-89%
60nbHbIX [26, 144]. Tpu oTCyTCTBMM amunouga B Guontarax «fo-
CTYMHbIX» OPraHOB BbIMOMHSAKT OGUONCUI0 MOPAXEHHOTO OpraHa
(moukm, cepfua, nevequn) [145]. Bo3amMOXHO BbINOMHEHUE BUONCUM
NOYKM U HA MepBoM 3Tane 06CNefoBaHuUsA, €Cnn 3TOT METo[ Ana-
FHOCTMKM 4aCTO MCMOMb3YIOT B NIe4e6HOM y4pexxaeHuu. buoncuio
MeYeHn B CBA3N C PUCKOM KPOBOTEYEHUSA PEKOMEHLYIOT BbINOMHATL
TPAHCIOTyNApHbIM foctynom [141].

[ina BbISBNEHUS amMUNOMZA BbINOMHAOT rMCTOXUMUYECKOE MC-
cnefoBaHue Ha napauHoBom 6n0Ke 6uonTaTa TKaHW C OKPACKOM
KOHr0-KpacHbIM, C NOC/efyoWwmnm 0643aTefibHbIM UCCef0BaHu-
eM B Monsapu3auuoHHOM MUKpOCKone. [lanee npoBOAMTCA TMMU-
POBaHMe amuionga Ha cpesax C napadoMHOBOro 6510Ka C npej-
LUECTBYIOLLEA (pepmMeHTaTUBHOI 06paboTKON WU UCMONb30BAHNEM
FITC-kOHBbIOrMPOBAHHbIX aHTUTEN (HA MEPBOM 3Tane) K Nerkum A u
K LIeNsiM C NOCNeayloLlen OLEHKON MMMYHOTMCTOXMMUYECKUX pe-
aKLWid B NIOMUHECLEHTHOM MUKPOCKONe.

» [lna ycTaHoBNeHUs AmarHosa cuctemHoro AL-A [0CTaToyHO
06Hapy>XeH1e ammnonsa B 0HOM JIOKYCe, NOPaXeHNe 0CTa b-
HbIX OPraHoB YCTAHABNMBAIOT HA OCHOBAHWW KIMHWUYECKUX U
WHCTPYMEHTaNbHbIX [JaHHbIX. buoncus Bcex opraHos, nofgo-
3PUTENbHBIX Ha OTNIOXEHMUE aMIUIoNa, He PEKOMEHLLYETCS.

« O6HapyXeHne amunonaa ¥ MOHOKNOHANbHOW CeKpeuun He
J0CTaTO4HO AN191 YCTaHOBNEHUS anarHosa AL-A, T.K. nnasmo-
KNeTO4YHas OUCKPa3us MOXeT ObITb He CBAI3aHA C aMWIOM-
[030M (Hanpumep, Npu TPaHCTMPETUHOBOM aMuIona03e Co-
NYTCTBYIOLLYIO MOHOKJIOHANIbHYKO raMManaTuio BbISBNAIOT Y
39-49% nauuenToB) [146]. B aToil cBA3M TUNMPOBaHME amMu-
nonpga 0643aTesibHO BO BCEX CNy4asX, KOrAa ycTaHaBnuBatT

Cunte3 TTR
& -
-
TeTpamep
[MopaBnenne PHK CenekTuBHble

o Manble uHTepdepupyowme PHK
(SiRNA) peBycupaH, BHYTpMCUpaH,
naTucmpat

e AHTUCMbICIIOBblE  ONUTOHYKNEnpl
(ASQ) nHoTepceH, annoTepceH

['eHHO-MOAMMLMPYIOLLas Tepanus
CRISPR-Cas9 (NTLA-2001)
TpaHcniaHTawuus neyeHn

HecenekTuBHble

HOerpagaums u HenpaBunbHoe
cBopa4mBanue TTR

MOHOMEp  onuromep

o Tacammauc
 aKopammuauc

o OuUdnyHn3an

aunarHos AL-A.

 O6HapyxeHue amunonga B KOCTHOM M03re 6e3 nopaxeHus
BHYTPEHHWX OPraHoB (CepALa, neveHun, novek, nepudepunye-
CKOW HEPBHOI CUCTEMBI, MATKUX TKaHEi) He ABNIAETCA OCHO-
BaHWEM NS YCTAHOBNEHNA anarHosa AL-A.

CMELIN®UYECKAA TEPANNA

TPAHCTUPETUHOBOI0 AMWIOM03A

Cneundonyeckas Tepanus ATTR HanpaBfieHa Ha YMeHbLUEHWe
CWHTE32 UMK OTIIOXKEHWS aMUNONIHBIX MACC B PasfiNyHbIX OpraHax
1 TKaHsx. Onupasch Ha cxemy natoreHe3a ATTR MOXHO BblJenuTb
HECKO/IbKO HanpasreHnit B nedennn ATTR: 1) nogasnexne cuHTesa
TTR B neyenu, 2) crabunusaumnsa TTR, npuBoasALLas K nogasneHuio
Jerpagaumn TeTpamepHoM CTpykTypbl TTR Ha OTAenbHble MOHO-
Mepbl, YTO NPUBOAMT K 3aMe//IEHUIO NPOLLecca aMmunonaoreHesa u
3) BO3[ENCTBUE HA Y)KE OTNOXUBLUMECH aMUNIOUAHbIE PUEPUNAbI
B TKaHAX. KpailHee HanpasfieHWe ABNSETCH 3KCNEPUMEHTaNbHbIM.
9TW HanpaBneHus NpeLcTaBneHbl Ha prcyHke 9.

Hanbornee u3yvyeHHbIMW W HaleAWNMU 6ONee LWMPOKoe Mnpu-
MeHeHue aBnaTCcs ctabunudartopsl TTR. MepBbiM npenapaTtom B
neyveHun ATTR qaBnseTca Tapamnaunc, 3T0T Xe npenapar 3aperu-
CTPMPOBaH Ha Tepputopun Poccuickon ®epepaunn. OJHaKo ¢ yye-
TOM 6bICTPO Pa3BuMBalOLLEro (HapmMakosiorinyeckoro obecredveHus,
CYMTaeM HeoBX0oAWUMbIM Onucatb W ApYrue NepcrnekTUBHbIE Npe-
napartbl, KOTOPbIE UMEIOTCS B MUPE HA [JAHHbLIA MOMEHT BPEMEHU.

Tachamupuc

Tadhamupgmnc aBnseTca nepopanbHbiM cTabunusatopom TTR, Ko-
TOPbIA U36UPATENbHO CBA3LIBAETCH C Y4aCTKaMM CBA3bIBAHUA TU-
pokcuHa TTR, ctabunusaupya tetpamep TTR 1 3amefnsas amccoum-
aumto TTR Ha MOHOMeEpbI, TeM CaMbIM NpeoTBpaLlas 06pa3oBaHue
hubpunn 1 0TNOXeHne B TKaHax [147].

lepBbIM KpynHbIM MCCNEA0BaHUEM, [0Ka3aBWwuM 3 deKTus-
HocTb Tadhamuauca 6bino ATTR-ACT — B MHOrOLIEHTPOBOM, MEX-
JYHapoOLHOM, PaHAOMWU3MPOBAHHOM, ABOMHOM CRenom, nnaue6o-
KOHTPONMUPYEMOM UCCNEf0BaHNM, B KOTOPOE ObINO BKIHOYEHO 441

Otnoxenue TTR

4@4&

hubpunnbl

MoHOKNOHanbHble aHTUTENA

- NIO06

» PRX004

» NI301F
AHTUCEPO-amMUNonNaHbIe
MOHOK/OHaNbHbIe aHTuTena P (SAP)
(Anti-SAP mAb)
VIHrMouTOop amunonaHbIX 0TN0XEHNI

 TabFH2

JokcuumknuH + UDCA, EGCG

PucyHok 9. Cxema fieiicTBMSA npenaparos, cywecTByrowux ansa neyedus ATTR [35]
Figure 9. Scheme of action of drugs available for the treatment of ATTR [35]
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nauueHTa, 106 ¢ ATTRv n 335 ¢ ATTRwt (76,0%). NauueHTbl 6b11u
paHLOMU3UPOBaHbI B COOTHOLWEHUM 1:2:2 ans npuema tadhammau-
ca 20 mr (n=88) n Tachamuguca 80 mr (n=176) unm COOTBETCTBY-
towero nnaue6o (n=177) oauH pa3 B AeHb B TedeHne 30 mecsues
B [0MOJIHEHME K CTAHOAPTHOI Tepanuu (Hanpumep, AMYPETUKaM).
JleyeHune Ha3Ha4anochb CTPaTU@MLMPOBAHHLIM MO HANIMYMIO UIN OT-
CYTCTBUIO BapuaHTa reHotuna TTR, a TakXXe N0 UCXOHOM THKECTU
3a6onesaHua (knacc NYHA). MauueHTbl, NepeHecLune TpaHcnnaH-
Tauuto, BbITN UCKNKOYEHbI U3 JAHHOr0 UccnefoBaHns. lepBuyHoOn
TOYKON 6blia 0603Ha4YeHa CMEPTHOCTb OT BCEX NPUYKH, a TaKXKe Ya-
CTOTA rocnuTanu3aumin no cepfeyHo-cocyancTbiM 3a60oeBaHumsmM.
BTOPMYHBIMI KOHEYHBIMU TOYKAMU BbININ USMEHEHME Pe3yNbTaToB
Tecta 6-MUHYTHOI X0b06bl MO CPABHEHWIO C UCXOHLIM YPOBHEM K
30-my mecauy 1 06LMA MTOroBbIA 6ann no ONPOCHUKY Ka4yecTsa
XM3HU Mo Kapamomuonatum Kansac-Cutn (KCCQ-0S), roe 6onee
BbICOKME 6aniibl yKasblBann Ha Nyyllee coCTOsHME 340poBbs. Vc-
CnefioBaHWe NpPOAEMOHCTPMPOBANIO, YTO 06LUaA CMEpPTHOCTb U
4acToTa rocnuUTaNMU3aUmMin oT CeprevyHO-CoCYaNCTbIX 3a60/1eBaHNIA
ObINN HKE cpeaun 264 NauMeHToB, NOMyYaBLUNX TadaMUanc, Yem
cpeam 177 naumenTos, nony4aswmx nnaue6o (P<0,001). Tachamu-
Anc accouumpoBancs ¢ 60ee HU3KON 06LLel CMEPTHOCTbIO, YeM
nnaweo6o (78 ns 264 [29,5%] npoTus 76 u3 177 [42,9%]; oTHOLLE-
Hue puckos 0,70; 95% poseputenbHbiin nHTepsan [AK] 0,51-0,96),
1 605166 HM3KOI 4aCTOTON rocnuTann3auui no cepaeyHo-cocyamn-
CTbIM 3260N€BaHMAM C OTHOCUTENbHLIM OTHOLEHUeM pucka 0,68
(0,48 B rog npotus 0,70 B rof; 95% AW 0,56-0,81). Ha 30-m me-
csLle npuMeHeHne Tachamuamnca TaKxe accoLunpoBanoch ¢ 6onee
HU3KOW CKOPOCTbIO CHUXKEHWS LUCTAHUMW B TECTE C 6-MWUHYTHOI
xofb6oi (P<0,001) n 6onee HU3KO CKOPOCTLIO CHKEHMS 6anna
no wkane KGCQ-0S (P<0,001). YacToTa 1 xapakTep N0O60YHbIX 3D-
(hekToB 6bInK CX0XMUMN B 06eux rpynnax [148, 149].

B panbHeiwem faHHOe WccnefosaHue 6bi10 NPOIOHTPOBAHO,
BCE MauUMeHTbl rpynnbl Taddamuanca NPoJoHKUAN NPUemM npena-
pata, a nauueHTbl NNaue6o nepeBefieHbl Ha Hero, HO B Pa3fINYHbIX
fo3sax. [laHHoe uccnefosaHue nNpoAeMOHCTPUPOBANO, YTO Tada-
muanc B gosax 80 n 20 Mr aghheKTUBHO CHMXKAN CMEPTHOCTb U
YacTOTy roCMUTaNU3aUMn No CepaevyHO-CoCYANCTbIM 3ab60/eBa-
HuaMm y naunentoB ¢ ATTR-CM, oaHaKo JaHHble 0 AOATOCPOYHON
BbDKWBAEMOCT 1 OTCYTCTBME OMAceHwii no nosody 6e30nacHoCTm,
CBSA3aHHbIX C A03MPOBKOIA, NOATBEPAMAN, 4TO TaddaMUAUC B 1036
80 mr asnseTcs onTumanbHoi foson [150].

Kpome TOro, B [anbHeilleM NpOMOHrauMs WccnenoBaHus
ATTR-ATC + LTE noaTsepauna npenmMyLIeCTBO B BbDKUBAEMOCTH
B J0NTOCPOYHOM MEpPCneKkTUBe, NpUYeM MeamaHa HabnoaeHus
coctasuna 58,5 mecsues B rpynne HenpepbIBHOro npuema tada-
muanca (n=176) n 57,1 mecaues B rpynne nepexofa ot nnaue6o
K Tadamuauey (n=177). Wccnegosatenu 3apeructpuposanu 79
(44,9%) cmepTeil B rpynne HempepbIBHOro Npuema Tadammauca u
111 (62,7%) B rpynne nepexofa ot nnawe6o K Tadpamuaucy (Koad-
tpuument pucka 0,59 [95% U 0,44-0,79]; P<0,001). Kpome Toro,
CMEPTHOCTb CHUXanacb Kak B rpynne HenpepbIBHOIO npuema Ta-
thamuamca (N0 cpaBHeHMIO ¢ Nnawebo K Tapamuancy) y naumeHTos
¢ ATTRv (0,57 [0,33-0,99]; P=0,05), Tak u ATTRwt (0,61 [0,43—
0,87]; P=0,006). Tak e Takas e JOCTOBEPHas LUHAMUKA OTMe-
yanacb Kak y nauymeHtoB ¢ XCH ®©K I-Il NYHA (0,56 [0,38-0,82];
P=0,003), Tak u ¢ ©K IIl (0,65 [0,41-1,01]; P=0,06) [151]. Mony-
YeHHble Pe3ynbTaTbl NOA4YEPKNBAIOT BAXXHOCTb PAHHE AMArHoCTu-
Ki 1 NeYeHUs TPAHCTUPETMHOBO aMUNONAHON KapaAMoMMonaTum.

CnenyeTt OTMETWTb, Y4TO TEOPETUYECKIME OCHOBbI MEXaHU3Ma Aeli-
CTBMS JaHHOr0 npenapara, a Takxe pes3ynbTaTbl KPyNnHOMacLITab-
HbIX UCCNEA0BAHNIA MOTYT NPUBOAUTDL NULLL 3aMeAJIeHUI0 NPOrpec-
CupoBaHusA 3abonesaHus. OgHAKO pAA KNMHWUYECKUX HABMIOAEHNI
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JEMOHCTPUPYET He TONbKO YNYYLUIeHWe TONePaHTHOCTK K domanye-
CKOIl Harpyske, HO 1 cTeneHun HakonseHns POI No faHHbIM CLMH-
TMrpadum MMoKapa c 0CTeoTponHbIMU npenaparamu [152, 153].

B HacTosulee Bpems TadhamMuauc npumeHsieTcs B popme CBO-
604HOM KUCnoTbl 61 Mr/CyT., 4TO BMOIKBUBANEHTHO Tacpammancy
mernomuny 80 mr).

Axkopamuguc

Akopamuanuc — elle OAuH nepopanbHeli ctabunusatop TTR.
KnuHuyeckoe ucnbiTaHne akopamugmca 6b110 npoBeeHo B pamkax
uccnepoanus ATTRibute-CM (nBoiHoe cnenoe, nnaweboKOHTPO-
nmupyemoe uccnefosadue, n=632 nauuenta). MauneHtsl 6binn paH-
A0MU3NPOBaHbI B ABE FPYNNbl 2:1, rpynna ruapoxnopunaa akopamm-
anca B fo3se 800 mr gga pasa B AeHb W nnauebo, AnuTenbHOCTb
uccnefoBaHua coctasuna 30 mecsues. PesynbTtarbl UCCnefoBaHns
6binn yenewHbiMu: y nauuenToB ¢ ATTR-KMIT npumeHeHue ako-
paMmuanca no CPaBHEHUIO C NNALe60 NPUBENO K 3HAYUTENbHO Nyy-
LeMy pe3ynbTarty, BKMYaoLEeMYy CMEPTHOCTb M 3a6011€BaEMOCTb
(p<0,001). HexenarenbHble ABNEHUA ObIMM CXOXUMU B 06eMX
rpynnax [154].

Takxe Kak 1 ¢ uccnegosanuem ATTR-ACT ¢ Tachamuancom, uc-
cnepnosaHue ATTRibute-CM 6bin0 NPONOHIMPOBAHO, NPM 3TOM BCE
nauueHTbl GbINKM NepeBefeHbl Ha npuem akopamuauca. Mceneno-
BaHue npognunock 42 mecaua (uccnegosanue OLE). B npouecce
LANUTENBHOr0 HAaBNI0EHNA J0KA3aHO, YTO PAHHEE HA4ano u Henpe-
PbIBHOE UCNONb30BaHWE akopamuauca CBS3aHO C YCTOMYUBLIMU
KNUHUYECKUMM MPEUMYLLLECTBAMM OTHOCUTENIbHO PUCKA CMepTU U
rocnuTannsauuu, npy 3TOM He BbISBJIEHO HUKAKMX HOBbIX KNUHMYe-
CKM 3Ha4nUMbIX npobnem 6e30nacHocTU. Kpome TOro, 0TMe4anoch
YNyYLIEeHNe W KNUHUKO-(DYHKLUMOHANBHBIX XapakTepucTuk. Tak,
yposeHb NT-proBNP, guctaHums 6-MUHYTHOR XOAbObLI, KayecTBO
xu3Hu (KCCQ-0S) ceupeTenbCTBOBANM B MOMb3Y HEMNPEPbIBHOMO
npuema akopamuguca [155].

B He6onblwom nog-uccnenosanun ATTRibute-CM [156], KoTo-
poe 6bISI0 BbINOAHEHO Yy4eHbiMi CLUA n Benukobputauum, npo-
JEeMOHCTPMPOBAHO, YTO akopamuAuC no CPaBHEHW0 ¢ nnaue6o
MMEN TEHAEHUNIO K YNYHLIEHWO UK CTabunmaaunin CTPYKTYPHbIX
1 BUBEHTPUKYNAPHBIX DYHKUMOHANBHBIX napameTpoB MPT cepaua
C KOHTpacTupoBaHuem, npuyem kK 30 mecauy y 12,5% nauueHTos,
NPUHUMAIOLLMX aKopaMUAMC Habnoganach perpeccus amunouaa,
YTO He COrnacyeTcs ¢ eCTeCTBEHHbIM TeveHnem ATTR-CM, Takxe
Kak 1 B Habri0eHusX 32 naLuneHTaMu, HaxoaaLLMMmncs Ha Tadpamu-
pmce [152, 153]. 370 yKa3bIBAET HA BO3MOXXHYIO aKTUBALWIO MaKpO-
(haranbHbIX NPOLECCOB B YCNOBUAX NPEKPALLEHUS HENpPepbIBHOMO
npouecca amunongoreHesa crabunuaaropamu TTR, HanpaBneHHy0
Ha ANMMMHALMIO HAKOMMBLLErOCs paHee amunonaa.

Mpenapartbl, BNuAOWME Ha cuHTe3 TTR

MaTtucupan

Matucupan — 310 HebonbLLas UHTEPdEpUpPYIoLLAs pU6OHYKNEN-
Hosas kucnota (PHK), koTopas BBOAUTCA NapeHTepanbHO Kaxnple
Tpu Heaenw. Monagas B renatouuT npenapar BO3AENCTBYET Ha re-
HETUYECKN KOHCEPBATWBHYIO NOCcnenoBaTeNlbHOCTb 3'-061acTi Ma-
TpnyHon PHK TTR, yT0 npmBoaMT K Aerpagaunu matpuyHon PHK,
ornocpesoBaHHoON Komnnekcom PHK-uHAyLMPOBaHHOrO caiineH-
cunra (RISC), n nogasnenuio cuntesa TTR [157]. Mepsbim nccne-
J0BaHWEM M3y4eHns naTucupaHa asunock ncenegosanue APOLLO
(n=225), 0iHaKO B 3TO MUCCNeA0BaHME BKNOYANMCh NALMEHTbI C re-
HETMYeCcKN 06YCNOBNIEHHOI TPAHCTUPETUHOBOW NONMHeNAponaTuei
1 1eACTBMTENLHO ObINO NPOAEMOHCTPMPOBAHO NPEUMYLLECTBO Na-
TUCMpPaHa No CPaBHEHUIO C NNaLebo nNo MOAMMULMPOBAHHON LIKa-
1€ OLEHKU HeMponaTu4eckux HapyLeHnia Plus 7 Yepes 18 mecsues
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Tepanuu [158]. B 3aTOM e uccnegoBaHum npegycMOTPUTESIbHO
OblNa BblAeNeHa rpynna nauueHToB C COMYTCTBYIOLMM KapAnono-
TMYECKUM MOPaXeHWeM. ITO ObINN NaUUeHTbI C YTOMLLEHNEM CTe-
HOK JTXK >13 MM 6e3 apTepuansHON runepTeH3un 1 aopTanbHOro
CTeHo3a. Tak B aToi rpynne (n=126; 56% 0T 06LLe nonynauun)
naTMcupaH CHW3WN CPefHION TOMLWMHY CTEHKW NIeBOro XXenyaouy-
ka (p=0,017), TONLWMHY CTEHKN MEX>KenyA04KOBON Neperoponku,
TONWMHY 3afHEN CTEHKU W OTHOCUTENIbHYIO TOSLUMHY CTEHKW Ha
18-M mecsLe no cpaBHeHUIO ¢ nnaebo. Kpome Toro, B rpynne na-
TUCWPaHa NO CPaBHEHUIO C nnaLebo oTMevanock ysenuyenne KOO
(8,3+3,9 mn, p=0,036), cHmxKeHue rnobanbHO NPOAOSILHON Ae-
opmauum (—1,4%0,6%, p=0,015) u yBennyeHne cepae4Horo Bbl-
6poca (0,38+0,19 n/muH, p=0,044) 4epe3 18 mecaues. Mony4eHHble
OnaronpuATHbIE U3MEHEHUS CO CTOPOHbI napameTpoB IXoKI co-
NPOBOXAANNCH W NONIOXNTENbHOW ANHAMUKON YpoBHA NT-proBNP
yepe3 9 n 18 mecaues (4epe3 18 mMecsLEB OTHOLLEHWNE KPATHOCTU
n3MeHeHus natucupada/nnave6o cocrasmno 0,45, p<0,001). Mpu-
Me4aTenbHo, 4To CTOMKNIA 3dppekT BnuaHua Ha NT-proBNP 4epes
18 mecsaues Habnmogancs Bo Bceit nonynauuu naumeHtos APOLLO
(n=225). MegmnaHa nNpoAomKMTENLHOCTU HAGMI0AEHNS cocTasuna
18,7 mecsues [159]. Bcnep 3a aTum mccneoBaHuem nocnesosano
n3yyeHue natucupaxa y nauneHTos ¢ ATTR-KMIT. B uccnegosaqmm
APOLLO-B ¢ TpagnumoHHbIM N1t TAKMX MCCNEA0BaHUA JU3aAHOM
6110 BKMO4eHOo 360 naumentos ¢ ATTR-KMIT (ATTRwt unmn ATTRv).
Mo paHHbIM NPOBEAEHHOrO UCCNEeS0BaHNA 0TMEYANI0Ch CHUXKEHUE
OMCTAHUMM 6-MUHYTHOR XOAbOLI Kak B rpynne natucupada, Tak u
nnaue6o yepes 12 Mecsues Tepanui, 0AHAKO B rpynne natucupaqa
[aHHble U3MEHEHUs OblNN JOCTOBEPHO MEHee 3HAYMMbIMU, YeM B
rpynne nnawe6o, a Ka4ecTBO XU3HW, OLIeHEHHOe B 6annax no Lwka-
ne KCCQ-0S ysennyunoch B rpynne natmcupaHa U CHW3WUNIOCH B
rpynne nnaue6o (p=0,04). BmecTe ¢ Tem, peakuuu, CBA3aHHble C
WHY3NeR: apTpanrus U MbllUEYHbIE CNa3mbl BO3HWUKANW yalle y
nauueHTOB B rpynne natucupada, Yem B rpynne nnaue6o. Bnus-
HWEe Ha BTOPWUYHYIO KOHEYHYK TOYKY, KOTOpas 6bina onpeneneHa,
Kak CMEPTHOCTb OT BCEX MPUYMH, CEPAEYHO-COCYANCTbIE COObITUS
U aucTaHumMs 6-MUHYTHOM X0AbObI Yepe3 12 mecsLes, AOCTUTHYTA
He 6bina [160].

ByTtpucupau

ByTpucupaH npeacrtasnaer co60i ABYXLENOYEYHYIO Manyto WH-
Teptepupytowyto PHK, koTopas cneunduyHo BO3LENCTBYET Ha
matpuyHyto PHK TTR. B renatouutax OH BbI3blBaeT ferpajaunio
matpuyHoit PHK TTR, onocpemoBanHyto RISC, nHrubupys npoayk-
uuto TTR Kak AMKOro, Tak U BapuaHTHOro TMnos. penapar, Takxe
KaK W naTucupan, BBOOMTCS NapeHTepanbHo.

lMpoBeaeHo ABa KPYMHbIX UCCNEA0BAHUS, MOCBSALLEHHbIX N3Yye-
HWIO BYTPUCUPAHA Y NaUUEeHTOB C TPAHCTMPETUHOBON MOSIMHEAPO-
natuei u KMM: HELIOS-A n HELIOS-B.

HELIOS-A (n=164) — 3T0 MeXAayHapoAHOe OTKPbITOe Uccneno-
BaHue Il dhasbl, cpaBHuBatoLLee 3 EKTUBHOCTb U 6E30MACHOCTb
BYTpUCKpaHa ¢ rpynnoii nnaue6o (uccneposaHne APOLLO), B nc-
cnejoBaHue BkaYanucb naunentol ¢ ATTR-MMH. MNaunenTbl 6binn
PaHAO0MU3NPOBAHbI B COOTHOLIEHUM 3:1 B rpynnbl, KOTOPbIM BBO-
OUNK BYTPUCUpaH 25 Mr NOAKOXHO Kaxable 3 mecaua (QA3M) unm
natucupad 0,3 mr/kr BHYTpUBEHHO Kaxgble 3 Hegenu (Q3W) B
TeyeHne 18 mecsaues. B gaHHOM wuccnegoBaHuyM ByTpUCUPaH npo-
[EeMOHCTPMPOBAN CAEePXNBaHWUA NPOrpeccupoBaHmns 3ab0oeBaHns,
KOTOpPOE OLeHMBANOCh NPU NOMOLLY CreLnanbHbIX WKan HeBposIo-
MMYECKUX U3MEHEHUIA, BMECTE C TEM YNy4LIanoch Ka4ecTBO XNU3HN
npu yOOBMETBOPUTENLHOM Npodoune 6e3onacHocTu. Bytpucupan
He ycTynan no nonoXuTenbHOMY BNUAHUIO natucupany [161].
Kpome TOro, B pamkax AaHHOro uUCCnefoBaHWs Obli onpeneneH
W pAA KapAMONOrMYecKMX TOYEK: B NOArpynne nauueHToB C cep-

[le4HOI HeJoCTaTO4HOCTbIO BYTpUCUPaH (N=40) NO CPaBHEHWIO C
BHELLHUM nyaue6o (n=36) NpoLeMOHCTPUPOBAN CHUKEHWNE YPOBHS
NT-proBNP, yBenuyeHue ygapHoro o6bema JIXK u cepieqHoro Bbl-
6poca. Kpome TOro, npu OLEHKe cuMHTUrpacumn muokapaa ¢ 99mTe
y 32/47 (68,1%) n 31/48 (64,6%) nauneHTOB Ha6NOAAN0CH CHUXE-
HE HOPMA/IM30BAHHO0 06LLEro NOrMOLLEHUS N1IEBbIM XeNyA04KOM
M COOTHOLIEHUS CepALe-KOHTpanatepanbHoe ferkoe, COOTBET-
CTBEHHO. CTeneHb HakonneHws paguodapmnpenapara no Lukane
[MepymKMHN Gbina CHUXEHA NI He N3MEHMNACh NO CPABHEHUIO C
NCXOLHbLIM YPOBHEM Y 55/57 (96,5%) naumenTos [162].

HELIOS-B (n= 655) — ABOiAHOE cnenoe nnauebo KOHTponMpyemoe
PaHOOMWU3MPOBAHHOE MCCEeA0BaHNe, LEeNblo KOTOPOro 6bio M3-
Y4UTb BIMAHWE BYTPUCMPAHA HA CMEPTHOCTb OT NGO NPUYMHBI
1 CepAeyvHO-CoCYamMCTbIX cobbiTua Y naumeHToB ¢ ATTR-KMI. Kak
BTOPWYHbIE KOHEYHbIE TOYKM ObiNM ONpefeneHbl Kak W3MEHeHus
anctaHumn 6TLUX n kavectsa xusHu (KCCQ-0S). B uccnegosaxum
6bI10 NPOAEMOHCTPUPOBAHO, YTO Tepanus BYTPMCUPAHOM NPUBOLU-
na K 60ree HU3KOMY PUCKY CMEepTU OT NH60M NPUYMHBI U NOBTOP-
HbIX CEpLEYHO-COCYANCTLIX COBBITUIA, YeM Mnauebo (KoadmuumneHt
pucka B o6Liern nonynauun 0,72; 95% [0BepUTENbHbIA UHTEpBAs
[4n], 0,56-0,93; P=0,01; KoadhdmumeHT pucka B NONynsLmn MOHO-
Tepanum 0,67; 95% [I1, 0,49-0,93; P=0,02) n 60nee HU3KOMY pUCKY
CMepPTM OT N06ON NPUYMHBI B TeueHne 42 mecaues (K0athduLmeHT
pucka B o6Leit nonynsuum 0,65; 95% 1, 0,46-0,90; P=0,01). Kpo-
Me TOro, B rpynmne npuema ByTpUCUPaHA 0TMEYaNoCh AOCTOBEPHOE
3ame[iieHne CHKeHUs auctaHumm 6TLLX, vem B nnaue6o (p<0,001)
1 MmeHblwemy cHkeHuno 6annoB KCCQ-0S (p<0,001). Kpome Toro,
npenapar NpoLeMOHCTPUPOBANT BbICOKYID CTeneHb 6e30MacHOCTU
[163]. B cnefytoLLeit NponoHrMpoBaHHOM OTKPbITOA (pase [aHHOro
“ccneoBaHns 6bin NOATBEPXKAEHbI JaHHbIe O JOCTOBEPHOM CHU-
XKEHWN prcKa cepievHo-CoCyaMCTON CMEPTHOCTU, rocnuTanu3aumm
no nosogy CH, [ONONHUTENbHbLIX BU3WUTOB K Bpayy Ha (pOHe npuema
BYTpUCMpaHa y nauueHtos ¢ ATTR-AMI [164].

JnnoHTepceH

INNOHTEPCEH — 3TO Npenapar U3 rpynmbl aHTUCMbICNOBbIX OMN-
roHykneotugoB (ASO), paspabartbiaembiil ang nedennsi ATTRy,
cBA3bIBasACb ¢ MaTpuyHon PHK TTR B neyeHu, noaaBnseT ero aKc-
NPECCUo N CHKAET YPOBEHb GeJika B KPOBU, 4TO NPUBOAUT K Npe-
[0TBpPALLEHN0 06pa30BaHNA aMUSTOMAHbIX OTNIOXeHWiA. Mpenapar
BBOAMTCS NOAKOXHO.

B nccneposanun NEURO-TTRansform, B KOTOPOM NpUHANK y4a-
ctve 168 naumeHToB ¢ nonuHerponatueit ATTRv 1 unm 2 ctagum
3abonesaHus. lccnenosaHne He O6bi0  PaHAOMU3MPOBAHHbLIM,
3NSIOHTEPCEH BBOAMNN NOAKOXKHO Kaxable 4 Heaenun (n=144), koH-
TPONLHOW rpynnoi 6binn NpeacTaBneHbl NaUMeHTbl NonyyaroLime
uHoTepceH (n=24) n rpynna nnaue6o exeHenenbHo (B Uccneno-
BaHun NEURO-TTR; n=60). B naHHOM uccnefnoBaHum 6bino npo-
JIEMOHCTPMPOBaHO, 410 y naumentoB ¢ ATTRv-MH B rpynne neve-
HUS 3NMIOHTEPCEHOM HabMaannch N3MEHEeHNs, COOTBETCTBYIOLLME
3HAYUTENILHOMY CHUKEHUIO KOHLIEHTPaLMK TPAHCTUPETUHA B CbIBO-
POTKE, MEHbLUMM NPOSIBAEHUAM HEApONaTA 1 Ny4Llemy KayecTsy
XKWU3HW MO CPABHEHWIO C MICTOPUYECKOI rpynnoi nnawe6o [165].

Kpome Toro, B pamkax [aHHOr0 UCCnefoBaHNs 6bina BblaeneHa
rpynna naumeHToB CO CMeLUaHHbIM BapuaHTom Tedenuns ATTR n 49
nauneHTos [34%] cTpaganu ATTR-KMI1. B nogrpynne kapanomuo-
natum 4yepes 65 Hefenb NeYeHMs 3M0HTEPCEHOM ObIflo BbISBIIEHO
YNyYLLUEHWE M0 CPABHEHWIO C UCXOHbIM YPOBHEM U N0 CPABHEHUIO
¢ nnaue6o kak OB JTXK Ha 4,3% (95% [oBepuUTeNbHbIA UHTEpBan
1,40-21,01; p=0,049), Tak n ynapHoro o6bema Ha 10,64 mn (95%
JosepuTenbHbIin uHTepean 3,99-17,29; p=0,002), yto no3sonuno
clienarb BbIBOJ O CMOCOBHOCTW 3NSIOHTEPCEHA CTabunn3npoBaTth
UK yNyyLaTh CTPYKTYPHbIE U (DYHKLIMOHANbHbIE XapaKTepUCTUKA
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Cephua y faHHOW KaTeropum naumueHTos [166].

JlanbHelllee W3y4eHWe BAUAHMA dnnoHTepceHa Ha ATTR-
KM npooautcs B pamkax mccnegosaHus CARDIO-TTRansform
(NCT04136171), pe3ynbTaTbl KOTOPOro 6yayT M3BECTHBI B BAMKAIA-
LLee Bpems.

Mpo6nembl B Ha3HaueHun cneyuctuyeckoin Tepanum ATTR

B HacTosLee Bpems CYLLeCTBYIOT NP06eMbl B Ha3HaYeHUM Crel-
ndouyeckonn tepanun ATTR, KoTopas 06ycroBneHa AOCTYMHOCTbIO
npenaparos W BbICOKOW UX CTOMMOCTbIO He TOMbKO B P®, HO 1 cTpa-
Hax Esponbl, A3uu n CLLIA. Kpome Toro, cnesyet 0TMETUTb, 4TO NpU
Ha3Ha4YeHU Tepanum 0TMEYaeTcs OTCPOYEHHOE AECTBUE, YTO N0
COBOKYMHOCTM (DaKTOPOB LOMXKHO ONPESeniTh KOropTy NaLueHTos,
KOTOPbIE OT Ha3HA4eHNA crneLmndmn4eckoi Tepanum MOryT nony4uTb
MakcUManbHyl nonb3y. llepes HazHadeHMeMm Tepanuum HeobXo-
OMMO OLEHUTb CPEefHION NPOLOIKUTENIbHOCTL XWU3HW NaLWeHTa,
KOTOpast MOXeT 6bITb 06ycnoBneHa kak [V ®K XCH, Tak n Taxe-
noi conyTcTBytOLe natonorueit. MaumeHTam ¢ CONyTCTBYHOLLMM
TAXENbIM HEKOPPUTMPOBaHHLIM AC, 3HAYUTENbHON AUCHYHKLMEN
noyek (CK®<25 mn/mun/1,73 Mm?), KpailHe HWU3KOW LuUCTaHUMen
6TLUX (meHee 100 meTpoB) cneundmyeckan Tepanus He rnokasaxa,
[aHHas KaTeropus nauueHToB HYXXAAeTCsA B CUMITOMATUYECKOI Te-
panuu 1 nanimaTMeHoi nomowm [167].

HoBble ropu3onTbl B neyedun ATTR

Kak y)e ynommHanoch BblLe, BCE U3BECTHbIE HA CErOAHSLLHNIA
[eHb npenaparbl MOryT 3aMefIMTb NMPOrpeccupoBaHmne OTI0XKEHUS
amunionaa B pasnuyHbIx opraHax 1 TkaHax. OgHako, ¢ y4eToMm Toro,
YTO Y MHOTUX NALMEHTOB BbIfBNIEHNE 3a60/1eBaHMS NMPOMCXOANT Ha
YXKe KIMHWUYECKM 3HAYUMbIX CTaausax 3aboneBaHus, pa3paboTka
HOBbIX METOJI0B JIe4eHMS, HANPaBNEHHbIX HA ANUMUHALNIO YXKE OT-
NOXWBLIErocs aMmunouaa ABIAETCA BeCbMa akTyanbHOM.

9TOT MPOLECC MOXET ObiTb YCKOPEH CheLmtUYecKUMI aHTU-
Tenamu, HaueNneHHbIMU Ha aMUnouaHble (UOPUNNLI, KOTOPbIE
aKTUBUPYIOT KOMMJIEMEHT-0NOCPEA0BaHHbIE MaKpodars u rurat-
TOK/ETOYHbIA harounTo3, YT0, BO3MOXHO, CNOCOBCTBYET BOCCTA-
HOBNEHMIO (DYHKUMKM opraHa. OueHKa TepaneBTMYecKoro addhek-
Ta aHTUAMMWNOMUIHBLIX NpenaparoB BCE eLlé 0CTaéTcs npeaMeTom
nccneaoBaHuii. B nocnefHme rofbl HECKONbKO MOHOKIOHAMbHbIX
AHTUTEN, HanpaBfieHHbIX HAa 60pbOY C aMUNOMAHLIMIA OTAOXEHMS-
MU, NPOLLNY KITMHUYECKME UCTbITAHNS C HEOAHO3HAYHbIMU Pe3Ynb-
Tatamu. HengasHue o06HafeXmBaroLLMe pe3ynbTaTbl MCCEe0BaHUN
basb! I/Il, HOBbIE aHTMaMMNOWHbIE NpenapaTbl U HOBble METOAb!
KOHCTPYWPOBAHMS aHTUTEN BCENAIOT HafexXay Ha To, 4TO adhdhek-
TWBHOE yaaneHne amunonaa 6ynet JOCTUrHYTO B 6nuKaiiem 6y-
AYLLEM, YTO YCKOPMUT BOCCTAHOBNIEHME OPraHOB W MOBbLICUT Kaye-
CTBO XXW3HU W BbKMBAEMOCTb [168].

NI006 — 370 pekomMOUHAHTHOE YenoBeyeckoe aHTUTeNo K ATTR,
paspabotaHHoe ans ynaneHus ATTR charouutapHbIMu MIMMYHHBIMY
KneTkamu. lpenapar BBOAWCS NapeHTepanbHO Kaxable 4 Hefenu,
4 mecsaua. bbino nposefeHO paHAOMU3NPOBAHHOE MCCNEA0BaHKE
1 ¢hbasbl, B KOTOPOM NPUHANN y4acTue 40 nauneHToB C AUKUM TU-
nom unu sapnantom ATTR-KMI n XCH. CambIM rnaBHbIM BbIBOAOM
AaHHOro uccnegosaHus 1 asbl ABUNOCL NOATBEPXKAEHME 6e3-
onacHoctu: npumeHenne NI0O06 He 6bINO CBA3AHO C KaKUMU-NNGO
0Y4€BUAHBLIMI CEPbE3HbIMM NOBOYHbIMI 3PEKTaMK, CBA3AHHLIMU
¢ npenapatom. XoTa 1 BbIGOPKA NALWNEHTOB OblNa HEBOMbLLONA, U
ncenefoBaHue He 0611aano CTaTUCTUYECKOM UKW BbIBOAHONW MOLL-
HOCTbI0, TEM He MeHee 6b110 NpoaeMOoHCTpupoBaHo, 4to NI006, no-
Buaumomy, cHikaet NT-proBNP, ypoBHU TPONOHUHA, NOTNOLLEHME
CepAeYHOro MHAuKatopa npu cunHTMrpacum n ECV npu MPT cepa-
La Yepes 12 mecaues [169].

B HacTosllee Bpems reHHas Tepanus yXxe He ABNAETCS BbIMbIC-
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NOM Hay4HbIX (DAHTACTOB, [aHHbLIA BWA Tepanuu YXXe Haxoaut
KNUHNYeCKOe NPUMEHEHNe Y NauueHToB C reHeTUYeckn 06ycnoB-
NEHHbIMK 3a6oneBaHnAMN. Mpy AaHHOM NAToONOMMK TaKkXe NpPoBO-
JATCA aKTMBHbIE UCCNEAoBaHMsa reHHoi Tepanuu. NTLA-2001 —
3TO TepaneBTMYECKWi® npenapar And pefakTUPOBAHUS TEHOB in
Vivo, npefHa3HayeHHbld ansa nedeHns ATTR-amunongosa nyTtém
CHWXeHUsa KoHueHTpauumu TTR B cbIBOPOTKE Kposw. Mpenapart oc-
HOBAH Ha CUCTEME KOPOTKMX NanuHAPOMHbIX MOBTOPOB, PErynsapHO
PacnofioXXeHHbIX Knactepami 1 acCoLyUMpoBaHHOI aHA0HYKNEa3oi
Cas9 (CRISPR-Cas9) 1 BKI0YAET NMMMAHYIO HAHOYACTMLY, MHKanN-
cynupytoLyo nHdopmaumonHyto PHK ans 6enka Cas9, n oamHou-
Hyt0 HanpasnsioLyo PHK, Bo3fencTeytoLyto Ha TTR.

HoknuHuyeckne unccnenosanus NTLA-2001 npoaemMOHCTpUpo-
Banu CTOMKOE NoAaBnieHune akcnpeccun TTR nocne 0JHOKPATHOIO
BBeeHUs npenapatos (n=6) y naumeHtoB ¢ ATTR-IH. Mocneno-
BaTeflbHbIE OLEHKN 6e30MacHOCTM B TeYeHMe NepBbiX 28 AHeil no-
CNe MHY3UM Y NALMEHTOB BbIABUIM HEOOJbLLOE KOMNYECTBO He-
XKenaTesibHblX ABJIEHWIA, a Te, KOTOpble BO3HMKANK, Obln NErkon
CTeNeHn BbIPAKEHHOCTW. Habnopanuch 40303aBUcKUMble dhapma-
KoauHamuyeckne adodoektsl. Ha 28-1i [eHb CpefiHee CHUXEHue
KOHLUeHTpauum 6enka TTR B CbIBOPOTKE OT UCXOAHOMO YPOBHS CO-
cTaBuo 52% (nmanasoH ot 47 o 56) B rpynne, nonyyasLueil LO3Y
0,1 mr Ha kunorpamm, n 87% (auanasoH ot 80 fo 96) B rpynne,
nonyyasweit gosy 0,3 Mr Ha Kunorpamm, 4T0 MOXET rOBOPUTb
JanHom Buge Tepanuu nedequs ATTRv, kak nepcnektusHom [170].
lMony4eHHble AaHHbIE CAYXAT KMHUYECKUM NOATBEPXAEHNEM KOH-
Lenumn peaakTupoBaHmsa reHos in vivo ¢ nomolbto GRISPR-Cas9
B KayeCTBe TepaneBTUYeckon cTpatermn B nedeHun ATTR. Uccne-
JI0BaHUS B 3TOM HanpasneHnn 6binu NPOLOIKEHbI U B CREAYIOLLNA
MPOTOKON 6b110 BKMOYeHO yxKe 12 naumeHtoB ¢ ATTR-KMI v pas-
nuyHbiM OK XCH. 370 MccnefoBanue Takxxe NOATBEPAUNIO 3HAYM-
TeJIbHOE CHUXeHWe ypoBHA TTR 1 BbICOKYIO CTeneHb 6e30MacHOCTH
nposogumoit Tepanuu [171].

Takum 06pa3om, Ha CEroAHSLLHUA MOMEHT BPEMEHU Ha TeppuUTO-
pun Poccuinckoin ®epaepaunm BO3MOXKHO NPUMEHEHWE CREaYHOLLIMX
BUAOB cneunduyeckon Tepanun ATTR:

Ipn HeBponornyeckom sapuante ATTR:

e Npu Hesponoruyeckom BapuaHte ATTR nokasaH nepo-
panbHbIN NOXW3HEHHbIN npuem npenapara Tadamuguc 20
MI (CENeKTUBHbIA CTabunu3atop TeTpamepHOW CTPYKTYpbI
TPAHCTMPETUHA, AeCTBIUE Npenaparta 0nMcaHo BbiLle).

 MOXM3HEHHbIE MpueM npenapata JnjoHTepceH 45 mr B
BUE NOAKOXHbIX UHBEKLUWUIA C NMOMOLLbIO aBTOMATUYECKOI
LINPUL-PYYKN (CanneHcep - CBA3bIBAETCS C MaTpuyHoii PHK,
KoAupytoLLei 6en0K TPaHCTUPETUH, 1 BOKUPYIOT TpaHcns-
uuio 6erka B KNeTkax neveHu, npesotepailas o6pasosaHmne
amunonia, Kak BapuaHTHOro, Tak U AMKOro Tuna (AeicTeme
npenapara onucaHo Bbiwe) [165, 195, 196].

Tpn kapgnonornyeckom sapunante ATTR:

nauueHTam kak ¢ ATTRv, Tak n ¢ ATTRwt nokasaH npuem Tachamu-
anca 61 mru XCH ¢ uenbto perpecca CUMNTOMOB, CHKEHWS FOCMHN-
Tanu3auwii no npudmHe XCH 1 ynyuLLeHNns KMHUYECKNX NCXO0B.

lpu cmewanHom Bapnante (ATTR-ITH + ATTR-KMI):

Ha3Ha4yaemas fo3a Tapamupamca coctasnser 61 mr, B CBA3W C
TeMm, 410 [03a 20 Mr CYLIECTBEHHOrO BIUAHWNA HA Kapauonornye-
CKWE CUMNTOMbI He OKa3bIBagT.

TEPANUSA CEPJIEYHON HEJJOCTATOYHOCTH

Jleyenne XCH y 6onbHbiX ¢ amunomgHoit KMIT moxeT npea-
CTaBNATb CYLIECTBEHHbIE CMOXHOCTW. HeymadHble pe3ynbTathl
3HAYUTENbHOMO YUCNa KNUHWUYECKUX MCCNEefoBaHUA, KOTOPblE He
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NPOLEMOHCTPUpOBan 3NeKTUBHOCTL Tepanuun XCH ¢ coxpaHHo
®B 4acTo CBA3BIBAKOT C TEM, Y4TO B COCTAB 3TOWM rpynmbl nonagani
60NbHbIE C Pa3HbIMY BapuaHTamn amunongosa. [ns 60MbHbIX C
XCH co cHuxeHHOI OB Takne cBeAEHNS OTCYTCTBYHOT, BOSMOXXHO-
CTW Ne4eHMs OrPaHMYMBAOTCS CYLLECTBEHHO MEHbLUEA nepeHocu-
MOCTb0 NEKAPCTBEHHbIX NPENapaToB, ABNAOLIMXCS 0693aTeNbHbI-
MU KOMMOHEHTaMW Jie4YeHns.

[luypeTtnyeckas Tepanua

MetneBbie guypeTHKn

S1BNAOTCA OCHOBOM NEYEHNUS1 OTEYHOr0 CUHAPOMA, KOTOPbINA OC-
noxHset TeyeHne AKMII. BmecTte ¢ Tem, cnemyet NOMHUTb, YTO
OTEKN HIDKHUX KOHEYHOCTEN MOTYT ObITb CELCTBMEM HE CKOJb-
ko OCH, HO n nposiBNEHMEM FUNONPOTEUHEMUM W NOPAKEHUEM
MATKUX TKaHeil, YT0 YyacTo conposoxaet AL-amunongos. JaHHbIi
(hakT TpebyeT 0OLEKTMBMU3ALMM OTEYHOr0 CUHAPOMA: YTOYHEHME
nHbIX nposenennii OLCH no 6onbluioMy Kpyry KpoBooGpaLleHus
(yBEMMYEHNE PA3MEPOB NEYEHMN, PACLUMPEHNE HIDKHEI NOMON BEHbI
no AaHHeiM IXoKI n Y3W, nosbiwenne LIBL). OTe4Hbli cMHAPOM
MOXXET HOCUTb pPeddPaKTEPHbIN XapakTep, 4T TPebyeT HazHaYeHus
00MbLUNX [103 METNEBbIX AMYPETUKOB. B Lenom auypeTnyeckas
Tepanus NpPOBOAMTCA COrMacHO CYLLECTBYIOLIMX pPeKoMeHmauuil
no neveHnio XCH []. OgHako neveHwne amMypeTnKamm cnefyet Ha-
3Ha4atb C OCTOPOXHOCTbIO, 4TOOLI NPEAOTBPATUTL HYPE3MepHbIN
ANype3, KOTOPbIA MOXET NPUBECTI K 3HAYUTENIbHOMY CHIUDKEHMIO
NpeaHarpy3Kkin ¢ yxyaLweHnem yHKLMN NOYeK 1 NPOBOKALMK F1Mno-
TOHUM, KOTOPAsA M TaK CONYTCTBYET KMUHUYECKON KapTuHe 3abore-
BaHUs BBUAY BEreTaTUBHOM ANCCHYHKLNN.

AHTaroHncTbI MUHEPANKoPTHKOUAHLIX peyentopos (AMKP)

MoryT npuMeHATLCA B COYETAHUM C NETNEBbIMU ANYPETUKAMU Y
nauueHToB ¢ AKMIT He TOMbKO C LIeNbH YCUNEHNS ANYPETUHECKOrO
ahhekTa (B TaKOM Cnyyae mMoryT ObITb MCMONb30BaHbI 60MbLLKE
[03bl CIUPOHONAKTOHA), HO 1 C TOYKI 3pEHMs yeuneHns peabeopb-
uum kanus [172].

Kak u3BecTHo, 6n0Kafa peHWH-aHr1OTeH3NH-anb40CTePOHOBON
cuctemsl (PAAC) ymeHbliaeT ¢ombpo3 cepaua y naumentos ¢ GH,
4TO MOXET 6bITb MONE3HbIM N5 NALUEHTOB C aMUI0MA030M Cepa-
ua. CnenoBatenbHO, y4UTbIBAS MUHUMANbHOE BUSHUE HA YPOBEHb
Al v antudpmbpoTnyeckoe aeiictane, AMKP moryT okasatbcs Hau-
6onee 3hheKTUBHbIMI B 3TOI cuTyauuu. CybaHann3 mccnenoBa-
Hus TOPCAT, B KOTOpOM Oblf1a PETPOCMNEKTUBHO BbIAeNEHa rpynna
NALWEHTOB C XapaKTepHbIMM AN aMunonao3a napamerpamm IxoKr
NPOAEMOHCTPMPOBAJ, YTO NPUMEHEHWE CNUPOHONIAKTOHA NPUBOAM-
N0 K YMEHbLUEHWO KOMNYecTBA CMEPTH OT CEpAEYHO-COCYAMCTbIX
3a6onesaHuit, rocnutanusauuu no nosofy GH unu BCC no cpasHe-
HW0 ¢ nnaue6o B AaHHOI rpynne nauyueHTtos (P=0,024) [172]. MNo
pe3ynbTataM PeTPOCMNEKTUBHOMO aHann3a BCeX NalMeHTOoB, Y KOTO-
PbIX B HauMoHanbHOM LieHTpe ammnonaosa BennkobputaHnu 6bis
anardoctuposaH ATTR-KMI, BbisBneHo, 4to 925 (39,0%) nauuen-
ToB noniydanu Tepanuio AMKP (742 naumeHta (80,2%) nonyyanm
cnmpoHonakToH, a 183 nauueHta (19,3%) — annepexoH), npuyem
y 47,5% 6bina cHuxeHHas ®BJTK <40%). Kpome Toro, nauneHTsbl,
KOTOPbIM Obinia HasHaveHa Tepanus AMKP 6binn 6051ee TSXKenbIMY,
0 Y4eM CBMIETENbCTBOBANM MeHbLUAA AucTaHuus 6TLLUX, 6onee Bbl-
cokuii yposeHb NT-proBNP 1 6onee Hu3kas CK®. Takxe aTi nauu-
EHTbI XapakTepu30BaNnch XyALUMM IXOKapANorpacmyeKnMm no-
Kazatensamu: 60nbLUas Naowanb NpaBoro npeacepans, MeHbLUNiA
yoapHbln 06bem, 6onee Huskas OBJIXK, 6onee Hu3kmii TAPSE,
6onee BbICOKUIA E/e’ 1 xyALwas npofonbHas fgedopmauuns no cpas-
HEHWIO C MauueHTamu He NOJydaBLUMMK JaHHY0 Tepanuto. [o3bl
ObIIM HEBONbLUNMN: HambONee 4acTO Ha3Hayaemas [03a 060MX
npenapartos cocTasnana 25 mr (n=657, 71,0%), 3arem 50 mr (n=79,

8,5%). Tem He MmeHee, B xofe HabnoaeHns 69 (7,5%) nauneHTam
AMKP 6b1n1 0TMEHEHbI UK UX 1032 6bia yMeHblUeHa (31 nauueH-
Ty (3,4%). CneflyeT OTMEHUTb, Y4TO M3 BCEX NPOAHANU3NPOBAHHBIX
rpynn npenapatos Tobko AMKP 6binu cBSi3aHbl C 60nee HU3KUM
puckom cmeptHocTn (HR 0,82 (95% W 0,71-0,94), P=0,004], npu-
4yeM Kak B rpynne nauueHTos ¢ ®B JIXK >40%, 410 noayepkuBaeT
Heo6xoaMMocTb HasHayeHue Tepanun AMKP Ha paHHeil cTaguu
3abonesaHus. Bmecte ¢ Tem, uccnenosatenu NpeLnonoxuin, 4to
Mpw YCIOBMN BONbLLEI BbIGOPKM 3HAYUMbIMM BbINK 6bl Pe3ynbTaTbl
1 B rpynne naumeHTos ¢ ®B JIXK <40% [173].

WNHrubutopbl HaTPUA-TNHOKO3HOr0 KoTpancnopTepa 2 (MHIKT2)

SBNAOTCA NepcnekTUBHbIMW npenapatamn ans nedvedns XCH
y naunentoB ¢ AKMI1 B nepByto 04epeab 3a CHET MUHUMANbHOIO
BANUSAHWNA UX HA TEMOUHAMMUKY.

B psage petpocnekTuBHbIX aHanmaax MHIKT2 npogeMoHCTpumpo-
BaNM XOPOLLYKD MEPeHOCMMOCTb W CBSI3aHbl C 6RaronpuUATHbIMU
appextamu y naumenToB ¢ ATTR-KMI [174-177].

HasHayeHue WHIKT 2 Tuna o6nagano xopowumum npocunem 6e3-
0MacHoCTK, 0CO6EHHO B NNaHe pasBUTUA UNOTOHUM, TEM He Me-
Hee 4Yactota oTMeHbl MHIKT2 Tna n3-3a no604HbIX 3hEKTOB Y
nauueHtoB ¢ ATTR-KMI peructpuposanack 0T 4,5 1o 11% u Kak
Npasumno BBUAY Pa3BUTUA MOYEBLIX UHAeKLMIA [177].

Pan nccneposanuit npoaemMoHcTpupoanu, 4to MHTKT 2 Tuna He
TONbKO XOPOLWIO NEPeHOCATCS 1 NpuBoAAT K cHxeHuto ®K XCH,
ypoBHa NT-proBNP, HO 1 103 netneBbiX AUYPETUKOB Y HEKOTO-
pbiIx naumeHToB [174,175]. B apyrom uccrnefoBaHun NpuMeHeHue
UHI'KT-2 661110 CBA3AHO CO 3HAYNTESIbHbIM CHIXKEHMEM BECa, J03bl
NeTNeBbIX ANYPETUKOB 1 MOYEBON KucnoTel [176]. B mupe pango-
MW3NPOBAHHbIX, MPOCMNEKTUBHBIX UCCNeL0BaHNIA BNnAHMS UHIKT2
Ha nporHo3 naumeHtos ¢ AKMIT He npoBoamunoce. Tem He mMeHee,
NPOBOAMICA aHANU3 MPOCMEKTUBHOrO PEecTpa, NpOBEeLEeHHOro B
pedepeHCHOM LiEHTPe Mo runepTpodUYecKnm KapanomMmmonaTusm,
B KOTOPbIA 6blN0 BKNOYEHO 116 nauueHTOB C NOATBEPXXAEHHOI
ATTR-KMI. Tepanusa uHIKT 2 Tuna 6bina accouumnpoBaHa ¢ 6onee
HU3KOM cMepTHOCTbo nauuenTos (HR 0,457, 95%Cl 0,227-0,922,
P=0,029). Mpu4em 3Ta cBA3b COXpaHANACh NOCNe NONPABKN Ha BO3-
pact 1 non (HR 0,479, 95%Cl 0,235-0,977, P=0,043) u nocne go-
nonHuTeNbHOM nonpaekn Ha CK®, NT-proBNP, LVEF n conytcTay-
towwyto Tepanuio Tadpamuamcom (HR 0,328, 95%Cl 0,141-0,760,
P=0,009). [178]. Ewe B 04HO Hauboree KpynHoe WCCrefoBaHue
6b110 BKIHOYEHO 2356 naumeHta ¢ ATTR-KMI (2014-2022 rr.), B
OKOHYaTeNbHbIii aHanu3 Bowso 260 naumeHta (11%), koTopble
nonyyanu UHIKT-2 tuna. bbino Takxke NPOAEMOHCTPUPOBAHO CHU-
)KeHUe pucka rocnutanusauum no nosogy CH, cepaedqHo-cocyam-
CTOI 1 06LLeI i CMEPTHOCTU He3aBUCUMO OT cdpakLm Beibpoca JTXK,
npuy4em nepuoa HabnofeHus coctasun 28 mecsues (Q1-Q3: 18-45
mecaues) [177]. PesynbTathl PETPOCMEKTUBHOTO KOrOPTHOIO aHa-
nn3a, B KOTOPbIA ObINM BKNOYEHbI nauneHT ¢ ATTRwt nokasanu,
Kak (pakT cHxeHns pucka OJCH (koadhdpmumeHT pucka [OP] 0,64,
95% poseputenbHblil nHTepsan [AW]: ot 0,48 mo 0,86, p<0,01),
Tak 1 rocnutanusaumin no scem npuydnHam (OP 0,72, 95% [N: ot
0,58 po 0,91, p<0,01). Kpome Toro, Habntofanacb TeHAEHUNA K
CHUDKEHWIO CMepTHOCTK OT Beex npuymnH (HR 0,83, 95% Cl: 0,63-
1,08, P=0,165), xoTa 1 cTtatuctnyeckn HesHayumas. [179]. N na-
KOHeLl, AaHHble MeTaaHanm3a (9766 naumeHToB), NPOBEAEHHOMO B
2024 rogy npofeMOHCTPUPOBaNK (haKT 3HAYUTENBHOIO CHIKEHMS
CMEPTHOCTY OT BCEX NpU4uH [Ko3adppuument pucka (HR) 0,54, 95%
poseputenbHbIi uHTepsan (Cl) 0,44-0,66], cepfeyHO-COCYANCTON
cmeptHocT (HR 0,39, 95% ClI 0,23-0,65), cepbe3Hbix Hebnaro-
NPUATHBIX CepAeYHO-cocyancTbix cobbitnit (HR 0,71, 95% Cl 0,61-
0,83) n rocnutann3aunit n3-3a ceppeuHoin HegoctatoyHocTu (HR
0,63, 95% Cl 0,52-0,77) Ha choHe npuema MHIKT2 no cpaBHeHuMto
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C rpynnoi nauneHTos, He npuHumaroLwmx nHIKT2. ceneposatenu
npeanonoxunu, 4to MHIKT2 MoXeT 6bITb CBA3aHO ¢ 6onee 6naro-
NPUATHBIM NPOrHO30M Y nauuenTos ¢ ATTR-KMI [180].

Kpome TOro, akTyanbHbIM OCTAaeTCs BOMPOC HE TONbKO BIIMSHKS
WHIKT2 t1na Ha nporHo3 nauueHToB ¢ AKMIT, HO 1 Ha KnuHUYe-
CKWii CTaTyC NauueHTOB M AMHAMUKY GMomMapkepoBs. bnaronpusat-
HOE BNWSAHWE Ha ypoBeHb 6uomapkepos B YactHoctu NT-proBNP
ObI10 0TMEYEHO 1 pafe HabnodeHni [176-177].

Ewle ogHMM BaXKHbIM acnekTom sBnsietcs BauaHue nHIKT 2 Tuna
Ha (OYHKLMIO NOYeEK, HApyLIeHe KOTOPOIt Y NaLuMeHToB ¢ aMUIomn-
[030M pa3BUBAETCA KaK N0 NPUYNUHE BOBIEYEHUS MOYEK B CUCTEM-
HbI Npouecc, Tak ¥ No NPUYUHE Pa3BUTUS KapLuO-peHanbHOro
KOHTUHYYMa y 60nbHbIX ¢ XCH. Porcari A. at all oTmeTunu, 410 Ye-
pe3 12 mecaues neveqne MHIKT2 Tuna ceazaHo ¢ 605ee MeaneH-
HbIM CHUXXeHWeM GyHKLMM novek [177]. Kpome Toro, oTMeyaeTcs
1 CHIXEHME p1CKa OCTPOro NOYEYHOro NOBPEXAEHUS Y NALMEHTOB
¢ AKMI Ha dpore npuema nHIKT 2 (HR 0,53, 95% Cl: 0,35 10 0,79,
p<0,01) [179].

Kpome T0ro, npumeHeHne nHIKT2 6b1n0 6e30nacHbIM 1 3¢DGHeK-
TUBHLIM Y nauueHToB u ¢ AL-AKMI, 410 66110 NOATBEPXAEHO B
He60MNbLLIOM NPOCMNEKTUBHOM UCCnefoBaHuu [204].

bera-agpeno6nokatopbl (bAB)

Ewle oAvH Knacc npenaparos, KOTOpble PEKOMEHJ0BaHbI Ans ne-
YeHns naumeHtoB ¢ CH cHuxeHHoin ®B JTK. BmecTe ¢ Tem, y na-
uueHTtoB ¢ AKMI pa3suBaetcsi CH ¢ coxpaneHHoi ®B JTXK, oaHako
[aHHoe 3a60JieBaHNe HEPeAKO OCNOXHSAETCA passuTuem kak @rl/
TN, TaK 1 XenyLo4koBbIX HapywweHun putma. Mo gaHHbIM peTpo-
CMEKTMBHOIO aHanm3a 6bIn0 BbISBNEHO CHUXEHWE pyUCcKa CMEPTHO-
ctv B rpynne naunentos ¢ ATTR-KMI ¢ ®B JIXK <40%, npuHuma-
toLmx manble fo3bl BAB [181].

B opyrom petpocneKkTMBHOM aHanu3e, KOTOPbIi BKKYan TOMb-
Ko naumeHTtoB ¢ AL-AKMI BAB nonyyano 53 naunenTos (22,5%),
npuyem nokasaHuem K HazHaveHuto bAB asunuce @I wn UBC. B no-
CneaytoLLUM NPaKTUYECKN Y NMOMOBMHBI NALMEHTOB Tepanus B no-
cnefytolem 6bina oTMeHeHa. [anbHenwunii aHann3 nokasan, 4To
Yy NaUWEHTOB C NJI0XOM nepeHocumocTb BAB Habntoganack xyaLas
BbIXXBAEMOCTb, M0 CPABHEHWIO C NalueHTamu, KoMy Tepanus 6bina
NPOLOJSIKEHA, 4TO NMO3BOMSET YTBEPXKAATh: HenepeHocumocTb bAb
y nauneHToB ¢ cepgeyHon AL-AKMIT aBnseTca nokasatenem He-
6naronpuaTHoro ucxoga [182].

Mo faHHbIM MeTaaHanu3a, B KOTOPbIA ObliM BKNKOYEHbI UCCIIe-
nosaHus nauneHtos ¢ AKMI kak ATTR, Tak u AL- AKMIT (3688
¢ ATTR-AKMIT n 502 ¢ AL-AKMIT), 6onee nonosuHbI NauueHToB
(52%) nony4anu 6eTa-6noKaTOpPbl, @ YacToTa OTMeHbI 6eTa-6510-
KaTopoB cocTaBuna 28%. CMepTHOCTb 0T BCEX NPUYUH COCTaBUNa
33% (mmanasoH: 13-51%) nocne meanaHHOro nepuona Habntoae-
HWa oT 13 1o 36 mecaues. MMonyyeHbl HEOLHO3HAYHbIE pesyrbTa-
Tbl: B CEMW UCCEfOBaHUAX YCTaHOBNEHA 06paTHas CBA3b MEXLY
06bEANHEHHBIM PUCKOM CMEPTHOCTM W UCMOMb30BAHWUEM Tepanii
6eta-6nokaropamu B no6onnt momeHT BpemeHn (RR 0,48, 95% W
0,29-0,80, 1*>=83%, P=0,005). He BbIfiBNIEHO CBA3M MeXMy CMep-
THOCTbIO U uUcnosib3oBaHmem 6eta-6nokaropos (RR 0,65, 95% [N
0,29-1,47, 1>=88%, P=0,30) B Tpex KIMHNYECKMX UCCIIEA0BAHMAX C
BKJTHO4EHNEM TOMbKO naumnenTos ¢ ATTR-CM. Tpu ncenefnosatus, B
KOTOPbIX y4acTBOBanu Kak naumeHtbl ¢ ATTR-CM, tak u ¢ AL-CM,
NPOLEMOHCTPUPOBANK CBA3b MCMNONIb30BAHWUA 6eTa-6noKaTopoB
co cHmkeHnem cmepTtHocTu (OR 0,43, 95% W 0,29-0,63, 1>=4%,
P<0,001). 1 ogHO nuccnepoBaxue, BKMNO4aBLLEE TOMbKO NALMEHTOB
¢ AL-AKMI, npoZemMOHCTPUPOBao yny4LleHne BbKUBAEMOCTY Y
53%, KOTOpble CMOrNN NMepeHoCcUTb Tepanuio 6eta-6nokaropamu
(OP 0,26, 95% 1 0,08-0,79, P=0,02) [183].

Elle B 0JHOM MeTaaHanmse He 66110 NOSTy4eHO 0HO3HAYHbIX pe-
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3yNbTaTOB OTHOCUTENbHO NALMEHTOB C Pa3nnyHbIMKM TUNamm n OB
JDK [184].

Takum 06pa3om, BO3MOXXHOCTb NpuMeHeHust BAB B nepByto o4e-
peab 06YCNOBMEHa NePeHOCMMOCTLI0 AaHHOI rpynmbl Npenapartos,
47O, MO BCEI BMAWMOCTU, 3aBUCUT OT CTaguu 3abonesanus. Hau-
60MbLUYI0 N0Mb3Y MOMYT NOAYYUTb NALMEHTbI C Taxucuctonuen O/
TN n conytcTaytoweir NBC, a Takke naumeHTtol ¢ ®B JIXK meHee
40%. lMpwn HasHayeHun BAB cneayet MOMHWTL 06 OCOGEHHOCTAX
BHYTPWKENY104KOBOI reMoauHaMNUKN Y NALWUEHTOB C PECTPUKTUB-
HbIM NaTTEPHOM AMacTonuyeckoi dyHkuum MK, 4to TpebyeT 06e-
CMEYeHNs COXPAHEHUS afeKBAaTHOr0 MUHYTHOrO o6bema cepAua.
Kak n ¢ uAM®/APHI/APA Tpebyetcs npoBefeHne paHAOMU3NO-
BaHHbIX UCCNEAO0BaHNIA y naumeHToB ¢ AKMIT.

bnokaTopbl pEHUH-AHrMOTEH3UHOBOM CUCTEMbI

Kak y>e 6bI10 yKa3aHo paHee, NPUMeHeHMe N0ObIX Ba3oauna-
TaToOPOB NJ0X0 nepeHocutca naumeHtamu ¢ AKMI. Tem He MeHee,
NPOBEAEHO HEMANo PETPOCMEKTUBHBLIX aHaNW30B, MOCBALLEHHbIX
13y4eHMI0 BO3MOXHOCTY W Lienecoo6pasHoCcTyi npumeHeHns nANaQ
y naunentoB ¢ AKMII. Tak B Haubonee KpynHoM aHanuse 6bino
u3y4yeHo 2371 naumentos B ATTR-AKMIN. 1362 (57,4%) nauueH-
Ta nosyyanu neveHue uHrnéutopamun AM® unm EPA (60,5% y na-
umeHToB ¢ ®B <40%) Ha MOMEHT NOCTaHOBKW AnarHosa. 1o Bceii
BuAMMOCTK, 6onee Taxenbin perotun XGH, XBIT aBnanuce ocHo-
BaHMeM [ns HaszHadeHus MAMND//BPA. OaHako, pasnuynii B pucke
CMEpPTHOCTU MeXAay nauueHTamm NPUHUMABLLUMM U HE NPUHUMAB-
winmmn nATN®/BPA Kak B rpynne ¢ COXPaHEHHOW, TaK U CHUXEHHO
®B JXK BbIfBNeHo He 6bino [181].

B petpocnektnBHOM aHanuse, Bkmoyaswem 480 naumeHToB
¢ ATTR-AKMI 257 (54%) naumeHTOB nony4anu neveHue nAMN®
(ATTRwt: 176 nauweHtos (72%), ATTRv: 81 nauneHt/34%) n 239
(50%) naumeHToB nonyyanu 6erta-6nokaropbl (ATTRwt: 162 nauu-
eHTa/68%, ATTRv: 77 nauneHTos/32%), 6b110 NPOAEMOHCTPUPOBA-
HO, 410 y naumenTos ¢ ATTRv n nony4aswiux Tepanmio nAN® v bAb
BbDKWBAEMOCTb Oblfla 3HAYUTENBHO XYyXKe, a npu ATTRwt pa3HuLbl
MeXAay nosiydasLunmmn u He nonyyaswmmm AN®/BAB oTHoCUTENb-
HO KNWHUYECKMX [AHHBIX W BbIKMBAEMOCTM MOAYYEHO He ObINo
[185]. HepaBHuii aHanu3 aTux e aBTopoB UCTOPUI 6onesHu 403
nauneHtoB ¢ ATTR-AKMM (ATTRwt: n=268, ATTRv: n=135) npo-
JeMoHcTpuposan, 4To 43 naunedta (32%) ¢ ATTRv n 140 naum-
eHTOB (52%) ¢ ATTRwt nonyyunu Tepanmto XCH (WAN®/BAB). Bbi-
XKNBAEMOCTb 6blla 3HAYUTENIbHO XYXKEe Y MauueHToB, NoJyyaBLUNX
Tepanuio XCH B rpynne ATTRv (46 npoTtus 83 mecsues, P=0,0007)
M0 CPABHEHWIO C rpynnoii 6e3 Tepanuit. 3HA4NTENBHO NyHLLIAs Bbl-
)KMBAEMOCTb Hab/t0anack y NaUMeHTOB € COMYTCTBYIOLWMUMN 3a60-
nesanusamu (UBC, AT) n Tepanueir XCH cpeaun naumenTos ¢ ATTRwt
(P=0,004) [186].

Ha 0CHOBaHWM JaHHbIX UCCIIE40BAHMIA MOXKHO eLle pa3 chenartb
BbIBOJ, Y4TO rMNOTOHMA Y nauneHToB ¢ AKMIT saBnseTcs npu3Hakom
HebNaronpuaTHOro ucxoda, a Al, KOTopas, Kak npasufio ConyT-
CTBYET Y NALMEHTOB CTapLueit BO3PACTHOM rpynnbl, T.e. ATTRwt,
B KaKoii-T0 Mepe MOXeT o6ecrneqnTb 6e30MacHOCTb NMPOBOAUMOIA
Tepanun WAMN® n BAB. Kpome TOro, runoTtoHms, Kak cneacTeue Be-
reTaTBHOM AMCKYHKLMK, Yalle BCEro pasBMBAeTCs Y NALMEHTOB C
ATTRv, crefj0BaTesIbHO M NOJTy4eHHbIE Pe3yNbTaTbl NPEeACTABNA0T-
Sl 04EBUAHbIMU.

Jleyenne chmbpunnaynn npegcepani

PemogenupoBaHue npencepanii, KOTOpoe NPOUCXOANUT Kak Mo
NPUYMHE AUAcTONNYECKON aucyHKuMmM JIXK, noBbllWeHUs [ashe-
HUA HanNOSHEHUA, TaK U UHGUNbTPALMN aMUNONIOHLIMW [eno3u-
Tamn Muokapaa npeacepaui cnoco6CTBYET YBENYEHMIO pacnpo-
cTpaneHHocTy I npw mo6om Tune amunongosa [187].



CARDIAC AMYLOIDOSIS:

CONSENSUS OF THE EURASIAN ASSOCIATION OF CARDIOLOGISTS (EAC)

Tpom603M6BONMYECKME COBLITUA BCTPEYAKTCH Y NALUEHTOB C
AKMN B 16%. Wx yacTtota oueHusaetcs B 1,64 cobbitua Ha 100
MaLMeHTO-NeT N 0COBEHHO BbICOKA Y nauneHToB ¢ O 6e3 aHTU-
KoarynsHTHom Tepanum — 4,8 Ha 100 nauueHTo-net [188]. imenHo
NO3TOMY aHTUKOATYNAHTHAA Tepanus PeKOMeHLYeTcs npu no6oi
tbopme OI1 npu OTCYTCTBMW NPOTUBOMNOKA3AHWIA, HE3ABUCUMO OT
6anna no wkane CHA2DS2-VASC. Kpome T0ro, aHTMKoarynaHTHas
Tepanus nokasaHa nauneHTam ¢ TPOM603MO0NYECKUMU OCNOXKHE-
HUAMU B aHAMHEe3e, BHYTpUcepae4HbIiM Tpom6030m [189].

Puck npefcepaHoro TpoM603a NoBbILLEH JaXe Y NALUEHTOB C CU-
HYCOBbIM PUTMOM U3-32 UHPUNLTPALUU NPELcepanii aMUnonaom
1 OTCYTCTBMA MEXaHM4YeCKON CUCTONbI npencepaui. PacnpocTpa-
HEHHOCTb BHYTpMCEepLe4HbIX TPOM6OB y nauuentoB ¢ ATTR-CM
C CWHycoBbIM putMoMm cocTauna 1,1% [43]. BHyTpucepaeyHble
TPOMObI Yallle BCTPEYANUCh Y MALMEHTOB C TSHKENOA CUCTONNYe-
CKOW ANCCYHKUMEA XenyaodkoB W aunatauven npeacepauvn, a
TaKkxe ¢ 60/1ee BbICOKOI CTENEHbIO MH(UIbTPaLMK amunonga (ms-
MepeHHON No 3NeKTPodhopeTnyeckomy obbemy). Tak pacnpocrtpa-
HEHHOCTb CUCTEMHOI 3m6onum y nauneHtos ¢ ATTR-CM ¢ cuHyco-
BbIM pUTMOM cocTasuna 2,4%, a 3a6onesaemoctb — 1,3 Ha 100
nauueHto-net [193]. Tem He MeHee, OKOH4YaTENbHOr0 MHEHUS OT-
HOCUTE/IbHO Ha3HAYeHUs aHTUKOArYNAHTHOW Tepanuu y naumeHToB
¢ AKMIT npu cuHycoBom putme He ccpopmmupoBaHo. O4eBMAHO, 4TO
B KQX[OM KOHKDPETHOM Cily4ae Heo6X04umMo peLleHne Heobxoam-
MO NPUHUMATb UHAMBUAYANIbHO U KONMErnanbHo, y4uTbiBas pucku
KPOBOTEYEHMI, KOTOPbIE TAKXKe NOBbILUEHbI Y NALUEHTOB C CUCTEM-
HbIM aMM/I0MZ030M BBMAY OTIOXEHUS aMUIONA KaK B COCYLUCTON
CTEHKe, TaK 1 B CIM3UCTOM W MOACIM3UCTOM CII0€ KULLIEYHMKA.

AmunofapoH 06bI4HO ABNSETCA NpenapaTtoM NepBORA NMUHWUK Ans
KOHTpPONs putMa. Takxe MOXeT 6biTb pacCMOTPEHa KaTeTepHas
abnauus. OfHako BBMAY 0CO6eHHOCTEN Andchy3HOro npouecca B
MUOKapAe, 06LIMPHBIX noneit (ombposa YacToTa peLmanBoB nocrne
KaTeTepHbIX METOAO0B JeYeHUs OCTaeTcs BbICOKOW (83%), ¢ OT-
HOLLUEHMEM pUCKA Pa3BUTUA NpeacepaHoi Taxukapanu/®I nocne
abnauuu 5,4 no cpaBHeHMIO ¢ nauueHTamn 6e3 amunonaa [191].

[lna KOHTpONA 4acTOTbl CEpAEYHbLIX COKpALLeHWUA Haubonee Ya-
CTO MCMOJMb3YIOTCH 6eTa-610KaToOPbl, OHAKO CNefyeT YYnTbiBaTh,
4TO NPWU HaNM4YMU PECTPUKTUBHOIO MaTTepHA CHUXKEHUE 4acTOThbl
CepAeYHbIX COKPALLEHWA MOXET 3HAYUTENbHO CHU3WUTbL Cepaed-
HbI BbIGPOC. [TOCKONBKY AUTOKCUH CBA3LIBAETCA C aMUIOUIHBIMY
(OUOPUNNAPHBIMU CTPYKTYpaMu, ero npuMeHeHue Heb6e3onacHo,
CneayeT NPUMEHATL C 0CTOPOXHOCTLIO, B HU3KUX [LO03aX W NOA TLUa-
TeSIbHbIM KOHTPONEM YPOBHSA AMIOKCUHA U YHKLMM noYek [192].

JleyeHne Xeny[o4K0BbIX HapYLIEHW PHTMa

JKenyno4koBble apUTMUU He ABNSIOTCH HaUb0Nee 4acToi npuyn-
HOW cMepTy y nauueHToB ¢ ATTR-CM, v nonb3a UMNAaHTUPYEMOro
Kapavoseptepa-gedmbpunnatopa (MKL) onsa nepsudHon npodm-
NaKTWKI BHE3aMHON CepLeYHOI CMEPTH HesiCHa.

Jleyenne HapyweHnii NpOBOAUMOCTH CEPALA

Y naunento ¢ AKMI1 BHe3anHas cepie4Has CMepTb 4acTo 06-
yCnoBneHa 6paguapuTMuen Wnu OTCYTCTBMEM NyNbCOBOMA 3Mek-
TpU4eckom aktTuBHocTM [193]. TeM He MeHee, KIMHUYECKMX WC-
CNeaoBaHNiA He AOCTATO4HO, YTOObI PEKOMEHA0BATb UMMNAHTALIMIO
KapaMoCTUMynaTopa ¢ NpounakTUHeckomn Lenbto. MimnnaHtaums
KapaAMoCTUMYNATOPa AOSKHA NPOBOAUTCS COrMacHO MMeoLwmMMes
CTaH4aHOapTHbIM pekomeHaaunam [194].

Oco6ennocty Befexns naynentos ¢ ATTR-ITH

(cumnTomarnyeckas Tepanus)

Mpn HeilponaTnyeckom 60NEBOM CUHAPOME B COOTBETCTBUN C
pekomeHgauuamu EFNS HazHavaeTcs npenapar u3 Tepanuu nepson
NIMHWW (MOHOTEpanus Unn KOMO6UHaLUNA): TPULNKITNYECKNIA aHTU e-

NPeCcCcaHT (aMMTPUNTUIMH), MPOTUBOCYLAOPOXHbIE Npenapatsl (ra-
6aneHTUH, nperabanuH), CeneKTUBHbIE MHIMOUTOPbI 06PATHOrO 3a-
XBaTa CePOTOHMHA M HOpaapeHanuHa (AyNoKCeTUH, BeHNAaKCnH).
[Mpn HasHa4YeHUM npenapatos CrefyeT Y4NTbIBAA PUCK NALEHUN Y
nauueHToB ¢ ATTR-MH, nmetoLmx opTOCTATUYECKYIO TUMNOTEH3NIO
[199, 200].

Takxxe cMNTOMATU4HECKOE NIEYEHIE BKITIOHAET B CE6S KOPPeKLnio
nopaxenus XKT (npoTusoguapeiHble npenapartsl), CpeacTsa Ans
NeYeHNs OpPTOCTATUYECKON rMNOTEH3UU (MUHEPATIOKOPTUKOCTEPO-
WAbl WK TIIOKOKOPTMKOCTEPOMbI, XOTH UX NMPUMEHEHUE MOXET
NPUBECTU K [EKOMNEHCaunu CepheyvHol HeLoCTaTO4HOCTH, BO3-
MOXHO Ha3HayeHue a-afipeHOMUMETUKA MUZ0APUHA, OJHAKO ero
npuMeHeHue TpebyeT 0CTOPOXKHOCTM), AMYPETUKN ANS NaLUWUeHTOB
C CEepAeYHONM HEAO0CTATOMHOCTbIO, NMPOHMIAKTMYECKYIO MMMNAHTa-
LU0 NenCMeKepa Npu TSHXKENbIX HAPYLIEHUAX MPOBOAMMOCTY Cepl-
L@ UK BUTPIKTOMUIO/TPAOEKYNIKTOMUIO ANs NieYeHns opTanbmo-
NOrn4eckon HopMbl aMMI0Na03a UK FNayKOMbl COOTBETCTBEHHO
[201].

Npuxynnsl Tepanun AL-amunongosa

Tepanus AL-amuniongo3a OCyLLECTBNIAETCA Bpayamu remaroso-
ramu, rematofnoramu-oHkonoramu. ina neveHns AL-amunonposa
NPUMEHAIOTCA PasnuyHble cXembl nonuxumuotepanum (MXT).

CoBpemMeHHble NPUHLMNGI Tepanuin AL-amMmunonao3a HanpaeeHbi
Ha MAaKCUMaNibHO BO3MOXXHYIO peayKUuMI0 abeppaHTHbIX Nnasmaru-
YeCKMX KNeTOK C Lesbio yMeHbLueHus cuHTesa CI1L u o6pasoBaHus
amunounga. Llensto Tepanuu aBnseTca 6bICTPOE JOCTUXXEHUE rema-
TONOrNYeCKOro 0TBeTa. [JOCTUXKEHWE OPraHHOro (KMWHWYeCKOoro)
0TBETA TPeOYeT 3HAYMTENIbHOrO BPEMEHM M yalle HabngaeTcs
npu NOMHOM remMartoforMyeckomM OTBETE WK 04eHb XOPOLLEN Ya-
CTUYHOW pemucenn. B 2022 r. pabouyeii rpynnoit EHA-ISA uenblo
Tepanuu AL-A 6b1710 NPUHATO CHUTATL JOCTUXKEHME NOJTHOrO rema-
TOJIOrMYECKOro 1 opraHHoro oteeta [202].

[na neyeHws Bnepsble AMArHOCTUPOBAHHOrO AL-A NpuUMEHsOT
pasnnyHble KOMOMHaUMK npenapartos (gapatymymaé (Dara), 60p-
Te3omu6 (V), umknocpocdamug (C), mendpanat (M), aekcameTasoH
(d), B OTAGNbHBIX CRy4asax UCMONb3YIOT Apyrue npenaparbl, nNpu-
MEHAIEMbIE B JIEYEHUM MHOXXECTBEHHOU MUENOMbl. [1na neyeHus
«NePBUYHbIX» MALMEHTOB MONOXe 65 nieT ¢ AL-A 6e3 Tsxenoro
NopaXKeHUs BHYTPEHHMX OPraHoB, a TakXXe naumeHToB 65-70 neT ¢
XOPOLUNM COMATUYECKUM CTATYCOM 683 TSKENbIX COMYTCTBYHOLLUX
3a60MeBaHMin B MporpamMmy Jie4eHus BKNHOYAKT BbICOKOAO3HYHO
xumuotepanuio (BOXT) ¢ TpaHcnnaHTaumen ayTonoruyHbIX nepu-
thepnyecknx CTBONOBbLIX KNeTOK Kposu (ayTo-TICK). MauneHtam
cTapLue 65 net unu Npu HAMYUM TAKENON OPraHHON ANCHYHKLMM
cneayeT PeKOMeHAO0BaTb KOMOGMHALMM HA OCHOBE HOBbIX Jiekap-
CTBEHHbIX NpenapaToB 6e3 atana BOXT ¢ ayto-TI'CK [203]. Cxembl
neYyeHns npuBefeHbl B TabnuLe 8.

JddekTnBHoCTb NpoTokona DaraVCd noateepxaeHa B paHmo-
MWU3NPOBaHHOM uccneaosaHuy Il asbl y NauneHToB C BMepBble
AanarHoctuposaHHbiM AL-A Ha I-IIA cTaguun. [dapatymyma6 BBO-
AUNU NOJKOXHO. YacToTa remaronorM4eckoro 0TBeTa COCTaBuna
92%, B TOM 4YuCNe NMONHAA M OYeHb XOPOLUAs YacTUYHas pemuc-
cud — 79%. Y 42% nauneHToB HabNO4aNM CepaeyHblil OTBET, Y
54% — noYeyHbIi 0TBET Ha Tepanuio [207]. OgHaKo pesynbTathbl
Tepanuu AL-A Ha lIB cTagun ocTaroTcs Hey[0BNETBOPUTENTbHbIMU.
[ns aToN KOropTbl NAuUWMeHTOB NPOBOAMUTCH OTKPLITOE MHOTOLEH-
Tposoe uccnegosanue Il cpassl EMN 22 no npumeHeHunto gapary-
Mymaba B MoHOpexume. [Japatymymat BBOAWUNU B MOHOPEXMME:
BHYTPWUBEHHO (16 Mr/mMiT) unu NOAKOXHO B PUKCMPOBAHHOW [03e
1800 mr exeHefeNnbHO BO Bpems LMKNOB 1-2, pa3 B [ABe Heaenu
Ans umknos 3-6 n oauH pas B 4 Hefenu aanee [216]. Mo npensapu-
TeJIbHbIM [aHHbIM Y 71% 60NbHbIX C BNepBble BbIABNEHHbIM AL-A
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Ha llIB cTagum 6611 NONy4eH remMaTonornieckuin 0TBeT, B TOM YUCIE
B 52% cnyyasx [P 1 OXYP. 06Lwias BbPKMBAEMOCTb B Te4eHUe 12
Mec. cocTasuna 53%. Bo3aMoxxHo npumeHeHmne npotokona DaraVCd
C pefykumeit nos [216].

AbekTnBHOCTL GopTe3omubeoaepallero pexuma VCd B ne-
YeHun nepeuyHOro AL-A nopTBepxzeHa B KPYMHbIX NPOCMEKTUB-
HbIX HabtoAaTeNbCKux nccnegosanuax [207, 217]. Fematonorunye-
CKWIA 0TBET Habnoaaetca y 65-75% 60nbHbIX. [MOMHOMO U 04eHb
XOPOLUEro 4acTWYHOro 0TBeTa AocTuraioT 50% nauueHToB. Ynyy-
LeHne pyHKUMM opraHos Habntofaetca B 27-30% cnyyaes. [1po-
LOKUTENBHOCTb N1eYeHns no cxeme VCd coctaBnser 6-8 LMKNOB.
C uenblo ymeHbLUeHNS NO60YHBIX AhdekToB 6opTesommnba (Hau-
00Jee YacTo pa3BmBaeTCs nepudepuyeckas HesponaTus, npenapar
KapAMOTOKCKUYEH, MOTYT BO3HWUKATb M3MEHEHWS CO CTOPOHbI KPOBMU,
NeKapCTBEHHbIA renatuT W np.) Npu NOABNEHWN NMPU3HAKOB TOKCUY-
HOCTW Heo6xodMMa CBOEBPEMEHHas pefyKuus [03bl npenapara.
Kpome Toro, nogKoxHoe BBeJeHMe 60pTe30M16a BMECTO BHYTPM-
BEHHOrO CYLLECTBEHHO CHMXAET 4acTOTy pasBWUTUS MONWUHeNpona-
Tun. MaumeHtam c Il ctagueir AL-A (Revised Mayo Clinic System)
PEKOMEHA0BaHO HA4YWHATb Tepanuto ¢ BBeJeHWeM 6opTe3omuba B
no3e 1 mMr/mM? 1 pa3 B HeZlenio C NOBbILLIEHNEM [O3bl NPK XOPOLLEN
nepeHocumocTun. [MpumeHeHue 6opTesommba cnegyetr nsberartb
Y NauMeHToB C Hedponatuen (nepucpepuyeckoin U aBTOHOMHON)
[205, 206]. [osa unknodocamnia, kak NpaBusio, He NpeBbiLIAeT
300 mr/m2 B Hegento. MNpu XXenya04KOBbIX HAPYLLEHUAX pUTMA 1 3a-
LepXKe XuakocTtn 6onee 3% OT mMacchl Tena 4o3y LekcameTa3oHa
CHWXatoT B ABa pasa (fo 20 mr) [206].

OTKpbITOE paHaoMuU3npoBaHHoe ncenenosatue Il asbl nokasa-
no npeumyulectso npotokona VMd, no cpasHeHuto ¢ Md B neveHum
NalWeHTOB C BMEPBble AMArHOCTUPOBAHHbIM AL-aMunongo3om.
lMpeumyLLecTBO 6bINI0 4OKA3AHO MO YacToTe O6LLEro remaronoru-
4eckoro oteta (79% un 52%), MOMHOI N 04eHb XOPOLLIei 4acTny-
HOit pemuccum (64% u 39%), a TakxKe 06LLER BbDKMBaEMOCTH. Pe-
KOMEH[0BaHO npoBeaeHue 6-8 uuknos Tepanuun [210].

[o3y mendhanaHa cHymxaioT Ha 50% npu CK® <30 mn/muH. Ha
Tepanun VYMd remartonormyeckunii 0TeeT (kak MuHumym 4P) gon-
XXeH 6bITb AOCTUrHYT nocne 3-ro Kypca. [pu oTCyTCTBUM remarto-
NOrN4ecKoro 0TBeTa CneayeT HavaTb BTOPYH NMHKMIO Tepanum [206,
218].

B Kka4ecTBe anbTepHATMBHON CXEMbI, @ TAKXXE NPW Hanu4mn npo-

TWBOMOKA3aHUIA K NPUMEHEHWIO 60pTe30MI16a BO3MOXHO JieHeHune
no nporpamme Md [205, 212].

C uenbto NpoaneHus pemnuccumn 3aboneBaHuns XXenatenbHo pac-
CMaTpuUBaTb BO3MOXHOCTb NPOBefeHNe BbICOKOAO3HOM KOHCONU-
Jaumm, Bkntovatowen ayto-TICK [205,208], oaHako faHHbIA BUA
Tepanuu UMeeTcs pAf OrpaHUYeHuin He TOSTbKO N0 BO3pacTy naum-
€HTOB, CTaaMn 3a60/1€BAHNSA, HO U CTENEHU NOPAXKEHMS OPraHoB, B
nepByto o4epeab cepaua.

Mo European Hematology Association (EHA) u International
Society of Amyloidosis (ISA) no BbICOKOZO3HOW XUMUOTEpanum c
ayto-TICK npu AL-A [208] nokasaHusmMu Ins BbIMNOMHEHUS Bbl-
COKOZO3HOM KOHCOMMAauum BNATCA: BO3pPacT MeHee 70 ner,
nopaXKeHne XM3HEHHO BaXKHbIX OPraHoB; dopakuus Bbibpoca ne-
BOro enygoyka >40%, NYHA knacc <lll; catypaums kucnopoga
npu AbIXaHUU aTMOCCIEPHbIM BO3AYXOM >95%; CUCTONNYECKOe
Al B nonoxeHne nexa >90 MM pT. CT.; (OYHKLNOHANbHBIA CTaTyC
no knaccudukauun ECOG <2; npamoii 6unupybuH <2 mr/an; NT-
proBNP<5000 nr/mn; TponoHuH | <0,1 nr/mn, TponoHuH T <0,06
nr/mn. OfHaKo cneayeTt y4uTbIBaTb, YTO JaXe Npu COBNI0AeHUN
NPOTMBOMNOKAa3aHWil K BbICOKOLO3HOM XMMMOTEpanum TPaHCnaHTar
accouumpoBaHHas NneTtanbHOCTb cocTasnser 4-7% [219,220]. Mo
JaHHbIM KNuHUKN Mayo 15-netHsas OB y naumeHToB nocne ayto-
TrCK coctaBuna 30%, v 6bina CyLLECTBEHHO BbILLE NPU JOCTUXE-
HUM NONHON pemmuccum (19,3 NeT), N0 CPaBHEHMIO ¢ NaLUeHTamm ¢
MeHbLLEi CTeneHbio remaronoruyeckoro oreera (19,3 n 5 ner co-
OTBETCTBEHHO) [221].

CneayeT y4uTbIBaTh, YTO NMPW HANUYUK XKUSHEYTPOXKAIOLLNX CO-
CTOSIHWIA (KNWHUYECKN 3HAYMMOE KPOBOTEYEHWe, AEeKOMMEHCUpO-
BaHHas ceprevHas HefoCTaTO4HOCTb, HEKOMMNEHCUPOBAHHbIA Ca-
XapHbIA [MabeT TAXKENoro Te4eHus) NpoTUBOONYXOMeBas Tepanus
NPOBOAMTCA CPa3y Nocne KynipoBaHNS YKa3aHHbIX OCMOXHEHMA.

C uenblo oLeHKN adhdeKTUBHOCTM NPOBOANMOI Tepanun (rema-
TONOMNYECKOro 0TBETA Ha TEpanuIo), ANarHoCTUKM peLmanea (npo-
rpeccun) nposoautcs onpegenenue CJIL, MMMYHOrNOGYNUHOB.
BaXHO OTMeTUTb, YTO OMpefenaTb KOHLEHTPaUNIO LenecoobpasHo
NNLWb B CbIBOPOTKE, BHE MHCEKLUMOHHLIX 0CNOXHeHWA. Onpene-
nexne n moHutopuHr GJ1L B Moye He pekomeHgosaH [203]. Knu-
HUYECKNI1 OTBET HA Tepanuio OLEHUBAKT OTAENbHO ANA KOXAO0ro
NOPaXKeHHOro opraHa 4epe3 6 Mec. 0T AOCTUrHYTOrO remMartonoru-
Yeckoro OTBeTa. KpuTepun remartofiorMyeckoro m KIMHUYeCKoro

Tabnuua 8. Cxembl NeyeHns NauueHToB ¢ BNEPBbIE AUArHOCTMPOBaHHbIM AL-A — He KaHpupatoB Ha BIIXT c¢ ayto-TICK (ctapwe 65 net) u

Kanguaartos Ha BOXT c¢ nocnepytoweit ayto-TICK [203]

Table 8. Treatment regimens for patients with newly diagnosed AL-A who are not candidates for HDCT with auto-HSCT (over 65 years old) and can-

didates for HDCT followed by auto-HSCT [203]
He kangupaatbl Ha BOXT ¢ ayto-TICK (cTapie 65 ner)

Maupentam c I-lIIA cTagusmm pekomenayetcs nporpamma DaraVCd [205,

206, 207]

PekomeHayeTcs neyeqne no ogHoit 13 nporpamm VCd, VMd, Vd [205,

206, 209, 210]
B kayectBe anbTepHATMBHOW OMUMM,

neyexme no nporpamme Md [205, 212]

[pw OTCYTCTBUM NOPXEHNS CEPALA B KAYECTBE a/IbTEPHATUBHOM ONLUN,
a TaKXKe NP1 HUNYKUN NPOTMBOMNOKA3aHWIA K NPUMEHEHMI0 60pTe30MI6a
peKoMeHJ0BaHa Tepanusa C npumeHeHwem neHanugomuga (Rd, RCd)
[205, 214, 215]
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a TaKKe Npu  Hanuyum
MPOTUBONOKA3aHUA K MPUMEHEHNIO 6OPTe30MMBa  PEKOMEHZYeTe

Kanpunatel Ha BOXT ¢ nocnepytoweii ayto-TICK

PekomeHayeTcs  npoBefeHWe  BbICOKOLO3HOM

BKMtoYatoLLeit ayto-TI CK [205, 208]

KOHconuaauun,

PexkomeHayeTCs MHAYKLUMOHHBIA 31an Tepanuu [205, 211]

B KadectBe WHOYKUMOHHOW Tepanuum pekomeHayetca 4-6 Kypcos
KOMOWHMpOBaHHOA Tepaniuu no nporpamme VCd [205, 213, 206]

Mpn NPOTMBOMOKAa3aHWM K Ha3Ha4YeHW0 60pTE30MU6a B Ka4ecTBe
WHOYKLUMOHHOW Tepanui PeKOMEeHA0BaHA Tepanusi C MPUMEHEHWEM
neHanupomuaa: Rd, RCd [213, 214, 215]

B  kayecTBe  MpEATPAHCMNAHTALMOHHOTO  KOHAMLMOHMPOBAHUA
npumenserca mendanad B fose 140-200 Mr/m?, [03a MOXXET MEHSTLCA
B 3aBucumocTy ot CKO
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OTBETOB NpeACTaBeHbl B TabnuLe 9. Kputepum nporpeccuposaqms
3a6oneBaHua npeacTasnedsl B Tabnuue 10.

K coxarneHuto, peunans passuBaeTcs y 60MbWMHCTBA NALMEHTOB
AL-A. Bbi6op nporpaMmbl fie4eHns peunauBoB 3aBUCUT OT a(pIek-
TUBHOCTYW NPEALLECTBYIOLLEN Tepanuu, AnUTeNbHOCTA PEMUCCUM, CO-
CTOAIHUA W BO3PACTA NALMEHTA, COMYTCTBYHLLIEN NATONOMNN 1 OCIIOX-
HEHWIA, CONPOBOXXAABLUMX NEPBOHAYANBHYIO Tepanuio. [ns neveHus
peamumea AL-A pekomeHgoBaHa Dara B MoHopexume [205, 206,
222], BOSMOXHO MOBTOPEHUE NPOBEAEHHOI Tepanuu, B TOM 4ucrne
no nporpammam VMd, VCd, npu anutenbHoi pemuccumn 6onee 2-x
net nocre nepsoit nuHum Tepanuu [205, 206, 207, 210], ukcasomuo
B COYeTaHum C fiekcametasoHoM (IxaD) [205, 206, 222], nenanuio-
Muaconepxaiwwmx nporpamm: Rd, RCd [205,206, 214, 215], npume-
HeHue nomanugommaa + fekcamerasoHom (PomD) [205, 206, 223].

MonHbIe CXeMbl M 403bl PEKOMEHAOBAHHON Tepanum NpeAcTasne-
Hbl B pernameHTupyoLiem gokymente [203].

lepcnextusbi B neyewnn AL-amunongosa

B HacTosllee Bpems LMPOKO U3Y4arTCs aHTUCMOPUINAPHbIE
aHTUTena, KoTopble 06/1afat0T NOTEHLMANOM yaansaTb CYLLECTBYHO-
LLne amunougHble puépunibl U3 0PraHos, aKTUBUPYS UMMYHHbIE
KNeTKU, KOTOPbIE BbI3bIBAKOT XUMUYECKYI0 U (DEPMEHTATUBHYIO [e-
rpajaumio CyLLEeCTBYIOLUX aMUNOUAHBIX (PUOPUAN U MHOYLUPYIOT
AHTUTENO-3aBMCUMbIN (harouuTos pubpunn [224, 225]. 371 HOBble
nepcrekTUBHbIE Npenapatbl, HaNpPaBfieHHbIe Ha yaaneHue yxe 0T-
NOXMBLUUXCS B OpraHax aMuniongHblX omoépuans, HaxoaaTcs B CTa-
AUN M3Y4EHUS 1 BOCMONHAT npo6en B Tepanuu AL-amunongosa B
6rvmxaiillee Bpems.

Ta6nuua 9. Kpurepun remaronoruyeckoro (I'0), knunuyeckoro oteetos (KO) npu AL-amunougo3e [203]
Table 9. Criteria for hematological (HR), clinical responses (CR) in AL amyloidosis [203]

Kputepun I0

MonHbIA oTBeT (nonHas pemmceus) (MO/TIP): conepxxanne BOBNEYEHHON
CJL| meHee 20 Mr/n unu pasHnLia MeX<ay BOBMEYEHHbIMI 1 HEBOBMEYEH-
HbiMu GJ1L| meree 10 mr/n

Crporuin nonHbiA oteet (cMO/MP): TP nmoc oTCyTCTBNE a66EPAHTHBIX
MNa3MaTM4eckux KNeTok B KOCTHOM MO3re Mo pe3yfbTaTam NPOTO4HOIA
LNTOCONYOPUMETPUN (MPK NOACYHETE 2 MITH KINETOK)

O4eHb XOPOLLIMIA YaCTUYHBIA OTBET (04YEHb XOPOLLAs YacTUYHas pemMuc-
cuns1) (OXHP) ycTaHaBnMBatoT, €CAIM UCXOHO PasHMLa Mexy naronoru-
YeCKUMN 1 HopManbHbIMK CJILL umMmyHOrno6ynuHoB >50 mr/n, a nocne
neveHus mexee 40 mr/n

YacTnyHbIi 0TBET (4acTnyHas pemuccus) (H0/4P) ycTaHaBnmMBatoT, ecnu
MCXOJHO PasHMLA MEXZyY natonornyeckumm U HopmanbHbiMu CJILL nm-
MYHOTI00YIMHOB >50 Mr/n, 2 nocne NieveHns cHuaunack Ha 50%

* YaCTWYHbIA OTBET MPX HU3KOM WUCXOAHOM 3HayeHun CJILL: pasHuua
CIL nocne neyenns meHee 10 Mr/n ecnn UCXOAHO X KOHLEHTpaUms Co-
crasnsana 20-50 mr/n

OTCyTCTBME TeMaToNOrMYeckoro OTBETA: CHUKEHWe copepxkaHus GIIL
VMMYHOTTI06YNIMHOB MeHee 4em Ha 50%, ecnm UCXOAHO UX KOHLEHTPa-
Lus 6bina 6onee 50 mr/n

Ta6nuua 10. Kputepuun nporpeccupoBanus AL-amunongo3a [203]
Table 10. Criteria for the progression of AL amyloidosis [203]

Tematonornyeckas nporpeccus

Peunaune nocne nNonHoii peM1CcCii; BO306GHOBNEHIE CEKPELIMI napanpo-
TeuHa Unu HapyLueHue otHolueHus CJ1L, ummyHorno6ynuHos. Mpu atom
cofepxaHue BoBneyeHHoM CJIL, MMMyHOrnoGYAMHOB AOIMKHO YBENM-
4UTbCA B [iBa pasa

[porpeccus nocne 4acTu4HON pemmceuu: nosbIlleHne Ha 50% cogep-
XXaHus napanpoTerHa CbIBOPOTKM (60nee 5 I/n) WM MOBbILUEHWE Ha
50% konuyectBa 6enka beHc-[hkoHca B Mode (60nee 200 mr/cyTku)
WNN NoBbILLIEHNe BOBMe4eHHONW CJIL| ummyHornobynuHoB Ha 50%
(6onee 100 mr/n)
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PE3HOME

Lenb pa6otbl. [TpoaHanu3npoBath COCTOSHWUE FEOMETPUM NEBOTO XKENy[o4Ka
CTPYKTYPHbIX 0CO6EHHOCTEIA 06LLEN COHHON apTEPUN Y MYXYUH W XKEHLLWH C Xpo-
HUYECKMUMI HEUHAEKLMOHHbIMY 3a60neBaHuaMu (XHIA3).

Marepnan u MeTofibl. bbinu MCNONb30BaHbI KNUHUKO-MHCTPYMEHTAbHbIE AAHHbIE
475 naumeHTos ¢ XHI3. CpeaHuin BO3pacT y4acTHUKOB cocTaBun 52,3+13,4 ner,
BCE MaLMeHTbl NPOLLK 06LLEKNNHNYeCcKoe 06Cnea0BaHme. bbinu npoaHannuanpo-
BaHbl 4aCTOTa Pa3N4HbIX CTPYKTYPHbIX M3MEHEHUI MUOKap/A NEBOr0 Xenyaoyka
(JTXK) v TonwwMHa KoMnneKca MHTMMa-Meaua o6Lei coHHoir apTepun (OCA). Ma-
LiNeHTbI BbIAW NOAPa3feneHbl Ha NOAMPYNMbI MyXYUH (N=237) 1 XeHLUMH (n=238).
Pesynbtatbl. Y 06Cne40BaHHbIX MY)XHYUH COAEPXKaHWe KpeaTWHMHA, LMcTaTvHa
C 1 BennymMHa MHEeKca Macchl Muokapga JIXK 6bina 3Ha4uUMO BblILLe, @ CKOPOCTb
Ky604K0BOM (hUNbTPALMM OKa3anach CYLLECTBEHHO HIXKE. B nogrpynmne XeHLyH
KOHLIEHTPALMA remMorno6uHa u Yncno 3puTpoLmMToB BbiNi JOCTOBEPHO HUXKE, a KO-
NINYECTBO TPOMOOLMTOB — 3HAYMMO BbILLE. Y WL, C XPOHUYECKUMI HEUHODEKLIMOH-
HbIMU 3260/1€BAHUAMU CTPYKTYPHbIE U3MEHeHNs Muokapga JDK 6binu npefcTas-
NeHbl HopManbHoit reometpuet (68,0%), KOHLEHTPUYECKUM PEMOAENNPOBAHNEM
JIK (6,1%), runeptpochuen JDK (TT1XK) (25,8%), U3 KOTOPbIX KOHLEHTPUYECKOI
[TIK (41,5%) u akcueHTpuyeckoit 1K (58,5%). Hanuune KoHLEHTpUYECKOTO

pemonenuposanmns JIK 661510 BbISBNEHO Y 8,0% MYXUNH 1 4,2% XeHLuH. [THK
BCTPeYanach 3Ha4umo Bblle Y eHWwuH (31,0%) no CpasHEHMIO MyX4WUHAMU
(20,6%). HavanbHble aTepocknepoTM4Yeckue U3MeHeHust oTmeyvanuch y 23,8%
06Cne0BaHHbIX MaLNeHTOB, aTepocknepoTuyeckoe nopaxenne OCA — 33,3%.
Y MYX4MH 4acTOTa aTepoOCKNEpOTUYECKOr0 NOPAXEHUS 0OLLE COHHON apTepui
(OCA) okasanoch 3Ha4umo BbiLLe (41,3%), 4em Y XeHLWmH (25,2%). B noarpynne
XEHLLIMH C Hann4mreM aTepocknepotuyeckoro nopaxenus OCA yactota [TDK 6bina
3HAYMMO BbLLIE, YeM Y XeHLLMH 6e3 nopaxeHns OCA. LucTatuH C nonoxuTensHo
KOPpenupoBan ¢ MHAEKCOM Macchl Muokapaa JTXK (r=0,41143; p<0,005), oTHo-
CUTENbHOM TOMLWMHON cTeHoK JIXK (r=0,27340; p<0,05) v TonwmHoN Komnnekca
nHtuma-megna OCA (r=0,3027; p<0,05).

3akntoveHue. MnepTpocus NEBOrO XKeNyaoyka, 0CO6EHHO ee SKCLIEHTPUYECKMA
TN JOCTATOYHO YaCTO BbIBNAETCSA Y NALMEHTOB C XPOHUYECKIMI HEUHAEKLIMOH-
HbIMW 3260/1€BAHNAMN, NPEUMYLLECTBEHHO Y XXEHLUNH. CTPYKTYPHbIE N3MEHEHNS
06LLEI COHHOI apTepun 3HAYMMO Hallle 06HAPYXMBAKTCA Y MYX4UH. Mo mMepe
yTONLLEHUs komnnekca uHTuma-megna OCA ysenmumsaetcs yactoTa [TK. KoH-
LieHTpaLms uuctatuHa G accoummpoBaHa co CTPYKTYPHbIMI U3MEHEHUAMU MUO-
kapaa JTX n OCA.

Knitouesble CnoBa: reoMeTpUs NEBOTO XKeMy04Ka; 06LUas COHHAA apTepust; LUCTATUH C; CKOPOCTb KNY6OYKOBOWM (OMILTPALIY; ATEPOCKIIEPO3; 3APABOOXPAHEHME
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SUMMARY

Aim of study. To analyze the state of the left ventricular geometry and structural
features of the common carotid artery in men and women with chronic non-
communicable diseases.

Material and methods. Clinical and instrumental data of 475 patients with chronic
non-communicable diseases were used. The average age of the participants
was 52.3+13.4 years, all patients underwent general clinical examination. The
frequency of various structural changes in the left ventricular (LV) myocardium and
the intima-media thickness of the common carotid artery (CCA) were analyzed.
Patients were divided into subgroups of men (n=237) and women (n=238).
Results. In the examined men, the levels of creatinine, cystatin C, and the LV
myocardial mass index were significantly higher, while the glomerular filtration
rate was significantly lower. In the subgroup of women, hemoglobin concentration
and the number of erythrocytes were significantly lower, whereas the number of
platelets was significantly higher. In individuals with chronic non-communicable
diseases, structural LV changes were represented as follows: normal geometry
(68.0%), concentric remodeling (6.1%), LV hypertrophy (25.8%), including
concentric LVH (41.5%) and eccentric LVH (58.5%). Concentric remodeling

was observed in 8.0% of men and 4.2% of women. The frequency of LVH
was significantly higher in women (31.0%) compared to men (20.6%). Initial
atherosclerotic changes were detected in 23.8% of patients, while atherosclerotic
lesions of the CCA were found in 33.3%. In men, the frequency of CCA
atherosclerotic lesions was significantly higher (41.3%) than in women (25.2%).
In the subgroup of women with atherosclerotic lesions of the CCA, the incidence
of LVH was significantly higher than in women without CCA lesions. Cystatin C
positively correlated with the LV myocardial mass index (r=0.41143; p<0.005),
relative LV wall thickness (r=0.27340; p<0.05), and CCA intima-media thickness
(r=0.3027; p<0.05).

Conclusion. Left ventricular hypertrophy, especially the eccentric type, is frequently
detected in patients with chronic non-communicable diseases, predominantly in
women. Structural changes of the CCA are significantly more often detected in
men. As the intima-media thickness of the CCA increases, the incidence of LVH
also increases. Cystatin C concentration is associated with structural changes in
the LV myocardium and CCA.

Keywords: left ventricular geometry; common carotid artery; cystatin C; glomerular filtration rate; atherosclerosis; healthcare
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FEOMETPVIS JIEBOIO XKESTYAOYKA V1 CTPYKTYPA OBLLIEVI COHHOW APTEPYVIV

Y JTL C XPOHWUYECKVIMUW HEVIHDEKLIIOHHbBIMW SAEOJIEBAHVAMU

BBEJIEHWE

XpOHWUYeckne HeuHdeKLMoHHble 3a6onesanmna (XHW3), Takne
Kak, apTepuanbHas runepteHans (Al), caxapHblit anabet 2 Tuna
(CO2), nwemunyeckas 6onesHb cepaua (MBC), uepebposacky-
napHble 3a6onesaHns (L|B3), 60ne3HM 0praHoB AbIxaHus u xpo-
HUYeckas 60ne3Hb noyvek (XBI) octatoTcs BeayLiel NPUYNHON
WHBANWUAM3aUUM U CMEPTHOCTWU HaceneHws Bo Bcem mupe [1].
CTpykTypHas nepecTpoika Mnokapaa nesoro xenygoyka (JIXK) v
o6ueit coHHol apTepuu (OCA) ABNSIOTCH Hanboee 4acToil HEUH-
Ba3MBHOW HaxofKon y nogei ¢ XHN3 [2]. Kak nokasanu npose-
JEHHbIe UCCNeJ0BaHMs, CTPYKTYPHAs NepecTponka cepae4yHo-co-
CYANCTOM CUCTEMbI NOBLILLAET PUCK PA3BUTUA HEGNArONPUATHbIX
OCJTIOXKHEHWIA, KOTOPbIE CYLLECTBEHHO BAUSIOT HA 06LLWIA NPOrHO3
nauuneHToB ¢ XH3 [3]. CMepTHOCTb OT CEPAEYHO-COCYANCTBIX
3a6onesaHuii (CC3) no-npexHemy ABNSETCA BEAYLIEA Yrpo3oil
AN9 300p0BbA HaceneHus Kak B Poccuitckon ®epepaumm [4], Tak
1 B Kbiproiackoi Pecny6nuke [5]. Mo ot4eTam uccnefosarenei,
Kaxabli rog Tonbko B EBpone ot CC3 norn6aioT cebilie 4 MIH
yenosek [6]. CornacHo aaHHbIM akcnepTos, B Poccuiickon depe-
pauum okono 1 miH venosek norunéatoT ot GC3 [7]. B cpefHem,
B KbIprbi3ckoit Pecny6nuke oT 6051e3HEN CUCTEMbI KPOBOOGpa-
LeHns ymupaet 6oniee 18 ThIC. YenoBeK eXerofHo u okono 50
XUTENen Hawemn cTpaHbl — KaxXabld aeHb [8]. B uenom, no ot-
yeTam BceMupHOM oOpraHm3auum 3L4paBOOXPAHEHUs, KaXKLbIi
rog 8 mupe ot GCC3 norn6atoT cBbille 18 MIIH. Y4enoBeK, Npuyem
NPUMepPHO 75% neTasnbHbIX CIy4yaeB PerncTpupyeTcs B CTpaHax ¢
CPESHUM UMW HU3KUM LOXOLO0M.

B HacTosLLee Bpems 0ny6iIMKOBAHO 3HAYMTENBbHOE KONIMYECTBO
NccnesoBaHUM, NOCBALLEHHbIX aHanNU3y CTPYKTYPHOR MOAWNMU-
Kauuu JTK 1 OCA 'y MY>XXYUH 1 XKEHLLUH, O[IHAKO NOYYeHHbIe pe-
3ynbTaThl OCTAKTCA NPOTMBOPEYUBLIMU. [TpOBELeHUe UCCneso-
BaHWI1, HANPABJIEHHbIX HA NOUCK NpejpacnonaratLux PakTopos
Pa3BUTUSA HEBMAronpPUATHbLIX CTPYKTYPHbIX W3MEHEHWA MMOKap-
na JDK n OCA 1 nx B3aMOCBSI3b, PaCLUUPSET NPeLCTaBNEHNs 0
BK/1aie OTAESIbHbIX KOMMOHEHTOB AaHHbIX NATONOMMYECKUX NPO-
LLeCCOB B CEpAe4HO-COCYANCTON cucteme. Llenb nccnefoBaHus:
npoaHannanmpoBaTb COCTOSHWE reOMETPUM JIEBOr0 Xenyaouka u
CTPYKTYPHbIX 0CO6EHHOCTEN 0OLLEI COHHOW apTepum y MYXHIUH U
XKEHLLMH C XPOHUYECKUMMN HEMH(EKLMOHHBIMI 3a60518BAHNAMU.

MATEPWAJbI U METObI

MeTtogom cny4ainHon BbI6GOPKKM 6biNo 06CnefoBaHo 475 ye-
noBeK (237 My>X4uH 1 238 XeHLWMmHbI) B Bo3pacTe oT 21 go 79
neT, cpeAHUin BO3pacT coctasun 52,3+13,4 net. lpeacTtasnex-
Has HayyHas paboTa ABMANaCh OAHOMOMEHTHLIM OMUCATENbHLIM
NCCnesoBaHNEM U BKITHOYAIO NALMEHTOB C PasfnyHbIMK TUNAMU
XHW3. Ho3onoruyeckas XapakTepucTukKa BKIKYEHHbIX naLm-
EHTOB, KOTOPbIM OblNa BbINONHEHA 3xoKapauorpadus (3xoKr)
W yNbTpasBykoBas AONNeporpacms COHHbIX apTepun npea-
cTaBneHbl B Tabnuue 1. Kputepuum MCKMKOYEHUS U3 UCCnepao-
BaHWUA: NMaLWeHTbl C XPOHMYECKOW 6O0NIe3HbI0 Noyvek 5[] cTtagmu,
KnanaHHble Natosioruu cepaua, AUCHYHKUUA LUMTOBUAHONR Xe-
nesbl, a0pTa-KOPOHAPHOE LUYHTMPOBaHWE B aHamHe3e, Mpuem
FMOKOKOPTUKOCTEPOMA0B, 6EPEMEHHOCTb U KOPMSALLNE XKEHLLM-
Hbl. Y BCeX MauueHToB Oblnn cO6pPaHbl Xanobbl U aHaMHe3 3a-
60neBaHMsa, OLEHMBANUCL MOKa3aTenn aHTPOMOMEeTpun [pocT
(cm), Bec (kr), nnowanb nosepxHoctn Tena (MNT, mM2), UHAEKC
maccel Tena (UMT, kr/m?)], LeHTpanbHOM reMogUHAMUKK [CUCTO-
NNYecKoe 1 AMACTONUYECKOe apTepuanbHoe AasneHue (AL, Mm
pT. CT.)], Nnepudpepnyeckoit KpoBmu [remorno6buH (Hb, r/n), apu-
Tpouuthl, Xx10'%/n, TpombouuTsl, x10%n]. Mpn GUOXUMUYECKOM
aHanu3e KpoBWM MCCNeaoBanucb KoHUeHTpauunm G-peakTUBHOIO
6enka (CPB), kpeatuHuua, umcratusa G, nunugos [o6Lwmin xone-
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ctepuH (XG), XC nunonpoTenHoB BbICOKOW nnoTHocTK (JIMBIT),
XC nunonpoTenHoB HWU3KoW nnoTHocTw (JIMHI), Tpurnuuepuap
(TM)]. B KaXXa0M KOHKPETHOM Cily4yae paccyutbiBancs Koau-
LMEHT aTeporeHHocT no doopmyne: (o6wwmin XC-JIMBIM)/NNBM).
OunbTpaunoHHas (YHKUMA NOYeK oLeHMBanacb no opmyne
Chronic Kidney Disease Epidemiology Collaboration (CKD-EPI) ¢
1CMnoNib30BaHNEM CbIBOPOTOYHOrO KpeaTuHuHa [9]. Mpwu aHanuse
napameTpoB IXOKI 6blM OLEHEHbI: KOHEYHbIA CUCTONNYECKNIA
pasmep JIXK (KCP J1XK), KoHe4Hblit anactonunyeckuin pasmep JHK
(KOP JDXK), TonwmHa mexokenyno4kosor neperopogku (MXKIM)
u 3agHen ctenku JDK (3CJK). Macca muokapga JDK (MMITXK)
onpepensnace no copmyne R. Devereux et al. [10]. NHAaekc
maccbl muokapga JK (MMMJTXK) paccyuTbiBancsd Kak OTHOLUe-
Hne MMJDX k TNT. Ona oueHkn Hanuyusa TTDK paccyutbiBanu
WMMJK, rae ero BepxHee 3Ha4eHWe COCTaBWII0 ANS XeHLuH 95
/M2, 4na My>x4uH — 115 r/m? [3]. PaccyuTtbiBanacb 0THOCUTESb-
Has TonwwmHa cteHok (OTC, en.) JK no dhopmyne: 0THOLLEHNe
CyMMbI TONWMHBI Mruokapaa 3CITK n TonwmHel muokapaa MK
K KOP JIK. 3a ysenuyeHne OTC npuHMmaniu BENUYMHY, NPeBbI-
watowyto 0,42 en. Kputepusamm KOHLEHTPUYECKOTO W 3KCLIEHTPU-
yeckoro BapuaHTos ITIXK cyutanuce 3HadeHus UMMITK 60nb-
we Hopmbl, OTC >0,42 n UMMJTX Bbiwe Hopmbl, HO OTG <0,42.
OTAenbHO BbIAENAAN KOHLEHTPUYECKoe pemoaenupoBaHue JIHK
npu HopmanbHom 3HadeHun UMMITXK n nokasatene OTC >0,42
ef. [11]. Hanm4une nokanbHbIX YTONWEHWA KOMMNEKCca MHTUMb-
meana (KNM) o6uweit coHHoi aptepumn (OCA) >1,3 MM pacue-
HUBANNCb KaK Hanm4me aTepocKiepoTMYecKon 6nAWwkKu. 3a Ha-
YanbHble atepocknepotuyeckue n3meHeHns OCA npuHUManuchb
3Ha4eHus Kkomnnekca uHTuma-meama (KMM) OCA ot 0,91 go 1,29
MM. [laHHas Hay4yHO-UcCnefoBaTeNbCKas paboTa COOTBETCTBYET
NonoXeHUaAM XenbCUHCKON JeKnapauun, ee Ou3aiH W MeToAbl
PaccMOTPEHbI U YTBEPXEHbI 3KCNePTaMu U3 NOKaNbHOI0 3TnYe-
ckoro kommuteta (Mpotokon Ne 3 ot 12.05.2021r.).

Cratuctnyeckas 06paboTKa MOSYYEHHbIX [AHHbLIX NPOBOAM-
nacb ¢ NOMOLLblo nporpammsbl «Statistica 10.0». bbiin BblumMC-
NeHbl cpefiHNe apuMeTnHecKue 1 UX CTaHAapTHbIE OTKITOHEHNS
(npu napameTpuyeckoMm pacnpefeneHun npusHaka). Henpe-
PbIBHbIE YUCNOBbLIE AaHHbIE MPEACTaBEHbI B BUAE MeAnaHbl 1
25/75% npouenTunenn [(Me(Lg-Uq)] (npu HenapameTpuyeckom
pacnpefeneHnn npuaHaka). Mexrpynnosble cpefHue BeaNYuHbI
CPaBHMBANICL C MCnonb3oBaHmem t-kputepus CTbrogeHTa (npu
napameTpu4eckom pacnpefeneHun npusHaka) n no U-kputepnio
MaHHa-YUTHU (Npu HenapameTpUYecKoM pacnpefesieHun npu-
3Haka). Mpu cpaBHeHWM AByx M 6Gonee rpynn WUCnonb3oBancs
ANOVA-TecT. [InS OLEHKW B3aMMOCBS3N W3MEHEHUs BENNYUH
npMMeHAnacb nporpaMmma aHanusa: B3aMMOCBA3b ABYX KOJSM-
YECTBEHHbIX NMEPEMEHHbIX — C MOMOLLbI0 KO3huuneHTa Kop-
penaunn NMupcoHa; Ka4ecTBEHHbIX NePEMEeHHbIX — C NMOMOLLbK
Koa(hhuumeHTa paHrosoi koppensauunm CrnupmeHa. B kavectse
CTaTUCTMYECKN AOCTOBEPHOr0 WMCMOMb30BaH YPOBEHb 3HAYUMO-
ctm p<0,05.

PE3YJIbTATbI

ConocTaeneHne KNMHNKO-HO30M0MMYECKUX LAHHbIX Y MY>XHUH
1 XKEHLLWH npuBefeHbl B Tabnuue 1. Kak 1 cnegoBano oxuaars,
B HalleM uccnefosaHum B cTpyktype XHI3 HanbonbLiee yucno
NawuMeHToB ObINK C: apTepuansHoi runepteHsuen (Al, 50,3%),
CTabunbHO opmon umwemnyeckon 6onesHn cepaua (MBC,
24,2%), 60one3Hblo opraHoB AblxaHus (13,2%), CO2 (13,0%) u
XBM (10,5%). MeHblue 6bina yactoTa LIB3 (6,9%) B 061Lei BbI-
6opke. B aHanu3upyemomn BbIGOPKE B Ka4eCcTBe COMYTCTBYHLLEN
NaToNorum TaKkxXe 3Ha4Mnach XXnposas 601e3Hb neyveHn (2,5%) n
HEe0OCTPYKTMBHbIE TUMbl MOYeKaMeHHOW 6one3Hun (4,6%). MNpu-
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MeyYaTesbHO, 4TO Pa3nNyYuMi NO 4acTOTe HO30M0TMYECKMX eAUHNLL
MEXAY MY>XHUH 1 XKEHLLUH NONY4EHO He BbINo.

B Tabnuiie 2 npeacTaBneHbl pe3ynbTaTbl CPABHUTENBHOIO aHanmsa
NCceneayeMblx NapamMmeTpoB Y Y4aCTHUKOB UCCIEA0BAHMS. Tak, My>X4u-
Hbl W XKEHLLWHbI N0 BO3pacTy, BenuduHe VIMT, ypOBHIO CUCTONIMYECKO-
ro 1 gunactonuyeckoro Afl CyLecTBEHHO He OT/iMyanuch. B npepcras-
NEHHOI BbIBOPKE NauMeHToB (N=475) YMCNEHHOCTb MWL, MOJIOAOrO,
CpeaHero, NOXMoro W CTapyeckoro BO3pacToB cocTaBuiu: 26,7%,
39,8%, 29,9% 1 3,6% COOTBETCTBEHHO. Y XEHLMH KOHLeHTpauus Hb
W1 YACII0 3PUTPOLMTOB BbINM 3HAYMMO HIXKE, @ KONIMYECTBO TPOMOOLM-
TOB 0KA3a/0Chb CYLLECTBEHHO BbILLE. TpUMeYaTenbHO, YTO 3a UCKNH0-
yeHuem copepxxarns XC-JMBI, npeacTaBneHHbIe napameTpbl nUn-

HOro NPOHUNA KPOBM Y MYXUNH U XKEHLLMH 3HAYMMO HE OTIIMYANNC.
KoHueHTpaums XC-JIMBIT 6bina HUKE Y XKEHLIMH N0 CPaBHEHMIO C
My>XX41UHamMK. TIpu paccMOTPeHUU BUOMAPKEPOB AUCKHYHKLUMM NOYEK
ObIN10 BbIBNIEHO, Y4TO KOHLIGHTpauun KpeatuHuHa (86,2 (73,3;114,0)
MKMonb/n n 68,0 (58,3;93,9) mkmons/n, p=0,039) u uncratuHa G (1,18
(1,01;1,62) mr/n n 1,08 (0,91;1,37) mr/n, p=0,041) 6binun CyLLECTBEH-
HO BbilLe, a Benn4Ha CK® goctoBepHo Huxe (60,1+21,4 mn/MuH 1
69,9+27,8 mn/muH, p=0,038) B rpynne myx4uH. Mokasatenn npote-
VHYPUM B YTPEHHENA MOPLMN MOYN Y MYXXHUH W XKEHLLMH 3HAYNMO He
pasnuyanuck. 3HaveHne MMIT y My>XYUH ObINO CYLIECTBEHHO BbILLE.
CornacHo kputepusim onpegenerus IMK, sennymdsl UMMITK, a Tak-
e nokaszarens OTC y MyYWUH 1 KeHLLWH oTnnYanuce. Habnoganoch

Tabnuua 1. CpaBHUTENbHASA HO30NOrMYECKAs XapakTePUCTUKA Y4aCTHUKOB McCnefoBaHus, N=475 [co6CTBEHHbIE AaHHblE]
Table 1. Comparative nosological characteristics of the study participants, n=475 [own data]

Hosonornyeckue thopmbl Bcero, n=475 MyX4uHbl, n=237 MXeHuwmHbl, =238 3Ha4umocTb pasnnyui, p
AptepuanbHas runepteHsus, n (%) 239 (50,3) 122 (51,4) 117 (49,1) 0,181
bonesHu opraHoB fpixaHus, n (%) 63 (13,2) 42 (17,7) 21 (8,8) 0,054
JKuposas 6071e3Hb nevenu, n (%) 12 (2,9) 5(2,1) 7(2,9) 0,521
Vwemunyeckas 6one3Hb cepaua, n (%) 115 (24,2) 62 (26,1) 53 (22,2) 0,600
MouekameHHas 6051e3Hb, n (%) 22 (4,6) 12 (5,0) 10 (4,2) 0,455
CaxapHbIin guabet 2 tuna, n (%) 62 (13,0 33 (13,9) 29 (12,1) 0,987
LlepebpoBackynsipHble 6onesqu, n (%) 33 (6,9) 18 (7,5) 15 (6,3) 0,654
XpoHuyeckas 60ne3Hb noyek, n (%) 50 (10,5) 22 (9,2) 28 (11,7) 0,132

lMpumedanne/ Note: n — yucso nauneHTos (is the number of patients); % — a6conoTHas yactota (is the absolute frequency)

Tabnuua 2. Knuinyeckue u nabopatopHble NoKasaTenu u3y4aembix nogrpynn n=475 [co6CTBEHHbIE faHHbIE]
Table 2. Clinical and laboratory parameters of the studied subgroups n=475 [own data]

)

Mapametp MyXuuHbl, n=237
CpepnHuit Bo3pacr, net 51,3+13,3
Monogon Bospacrt, 18-44 ner, n (%) 69 (29,1)
CpegHwii Bo3pacT, 45-59 neT, n (%) 91 (38,3)
lMoxunon BospacT, 60-74 net, n (%) 71(29,9)
Crapyeckuii Bo3pacT, 75-89 rneT, n (%) 6 (2,9)

VIHOeKkc macebl Tena, Kr/m? 25,1+3,3
YacToTa cepagyHbIX COKPALLEHWIA, YI/MUH 80+12
Cuctonunyeckoe ALl, Mm pT. CT. 135+19
[uactonuyeckoe AL, MM pT. CT. 8511
[emorno6uH, r/n 146,5+24,4
dputpounTsl, x10'2/n 4,88+0,83
Tpom6ouuTsl, x10°/n 260,0+66,4
O6LLMI XONecTepuH, MMOIb/N 4,90+1,41
XonectepuH-JIMHM, Mmonb/n 3,12+1,16
TpUrNnLEpUabI, MMOML/N 1,4 (1,0,2,14)
Xonectepun-JMBI1, Mmonb/n 1,1520,30
KoadhdhuumeHT aTeporeHHoCTM 3,66+1,42
KpeatunHuH, MKMOJb/N 86,2 (73,3;114,0
Uucratud G, mr/n 1,18 (1,01;1,62)
CkopocTb Ky604KOBOW ounbTpaLmm, MI/MIH 60,1£21,4
MpoTeunnypus, r/n 0,11 (0,2;5,00)
Mnowiaab NOBEPXHOCTY Tena, M> 1,95+0,18
iHoeKc macchbl MUOKapaa NeBoro XXenyaoyka, r/m? 96,4+35,4
OTHocuTENbHAs TONLLMHA CTEHOK JDK, en 0,357+0,06

CpenHss TonwmHa komnnekc nHtuma-meama OCA, v 1,52+0,21

JXeHuwmHbl, =238 3HayumocTb pasnnymi, p

53,3134 0,320
58 (24,3) 0,189
98 (41,1) 0,761
71 (29,8) 0,166
11 (4,6) 0,209
24,244 1 0,703
78+14 0,926
132420 0,878
84+10 0,711
127,8£20,5 0,031
4,39:0,56 0,043
280,6:91,9 0,021
5,17+1,51 0,059
3,38+1,11 0,501
1,4 (0,99;2,09) 0,440
1,09:0,28 0,022
3.42+1,44 0,061
68,0 (58,3,93,9) 0,039
1,08 (0,91:1,37) 0,041
69,9278 0,038
0,13 (0,5;2,28) 0,059
176£0,17 0,033
89,4:26,6 0,005
0,365:0,07 0,081
1,38£0,19 0,027

lTpumeyanne/ Note: AL] — aptepuansHoe fasnenne (BP — blood pressure); XC — xonectepuH (CH — cholesterol); XC-JI[IHIT - xonecTepuH
JmMnonpoTenHoB HU3Kou nnotHoctn (CH-LDL — low-density lipoprotein cholesterol); XC-JI[1BI1 — xonectepuH nnnonpoTenHoB BbICOKOM
nnotHoctu (CH-HDL — high-density lipoprotein cholesterol); JIXX — nesbiii xenygoyvex (LV — left ventricle); OCA — 061yas coHHas apTepus

(CCA — common carotid artery)
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3Ha4yumoe yBenuyerue Tonwuusl KM OCA y myxuuH (1,52+0,21 mm)
Nno cpaBHeHU0 XeHwmHamu (1,38+0,19 mm), p=0,027.

MMpwn aHanu3e napameTpoB reomMeTpun JIXK 6binn NOMYyYeHsb! cre-
LYIOLLME CTPYKTYPHbIe OTAn4na (tabn. 3). B obulei BbIGOPKe HOp-
manbHaa reometpus JDK 6bina o6HapyxeHa y 68,0% y4acTHUKOB
nccnenosanns: 71,3% mMyX4uH n 64,7% — XeHLWHbl. KOHLEHTPU-
Yyeckoe pemogenupoBanue JIXK, T0 ecTb, HOPMalbHbIA NOKa3aTesb
NMMJIDK npu Benuunne OTC JDXK >0,42 en. 6bina BhiserieHa y 29
(6,1%) naumeHToB (8,0% MY>XHUH 1 4,2% MXEHLLNHbI).

Cpeawn Bcex 06CNeA0BaHHbIX NaUMeHTOB IX0KI-npusHakn MK
pernctpuposanuch y 123 4enosek B 25,8% cny4aes. lpu atom,
yacToTta [JIK okasanacb 3Ha4yumo Bbiwwe y XeHwmH (31,0%) no
CpaBHeHMO Myx4uHamn (20,6%). B o6Len Bbi6OpKe, 4YacToTa
BCTPEY2BMOCTI KOHLEHTPUYECKOr0 1 3KCLIEHTPUYECKOr0 TUMOB
1K coctasnana 10,7 u 15,1% cooTBeTcTBEHHO (Tabn. 3). Kak no-
Kasan AanbHemwmuin aHanus, cpean nuL ¢ yBennyeHnem nokasare-
ng UMMJIDK, Bons KOHUEHTPUYECKOr0 U 3KCLIEHTPUYECKOro TUMOB
[T1K coctasuna 41,5 1 58,5%, COOTBETCTBEHHO (Ta071. 3).

r=0,41143; p<0,005

300
280
260
240
s 220
E—ZOO
- 180
é 160 //////
= 1o /////////
= 120 /////’/
100 gL, g Bat
80 ////// ;
60
40
20
0 1 2 3 4 5 6 7
LUucTatuu C, mr/n
PucyHok 1. KoppensiuMoHHass B3aMMOCBAI3b KOHLEHTpaLum

umctatuha C ¢ sennyuHoit UMMJITK [cobcTBEHHbIE aHHbIE]

Figure 1. Correlation between cystatin C concentration and LVMMI
[own data]

[TDK y XeHWumH 6bina npefcTaBfieHa B OCHOBHOM 3KCLEHTPU-
yeckum Tunom. CpedHwii nokasatenb TonwmHel KM OCA <0,9
MM Oblfl 0TMeYeH Y 42,9% naumeHToB: 37,1% MyxuuH u 48,7%
XeHumH, p=0,033. Cpeamn Bcex 06CNEA0BAHHbIX ML, YacToTa Ha-
YanbHbIX aTepocknepoTnyeckux nameHeHmint OCA coctasmna 23,8%
(21,5% myx4uH 1 26,0% - XeHLwmHbl). Y10 Kacaetcs atepockne-
potndeckoro nopaxexus OCA B 06Lien BbIGOPKe, TO ee YacToTa
coctasuna (n=158) 33,3% cny4aes. Kak nokasan cpaBHUTENbHbIN
aHanu3, Hamboree YacTo atepocknepoTudeckoe nopaxenne OCA
NPOCNEXMBANOCh cpean MyxyuH (41,3%) no CpaBHEHWIO C XXeH-
LWnHamu (25,2%), p=0,005.

B pamkax npeacTasneHHON paboTbl HAMM TaKkXXe OTAEIbHO aHau-
3upoBanack Yactora BcTpeyaemoctn [TIK B 3aBUCMMOCTH OT Tuna
CTPYKTYPHbIX 3MeHeHnid OCA (Tabn. 3). B nogrpynne nauneHToB
npn OTCYTCTBUM CTPYKTYPHOI NepecTponkn Hanuyue ITIK BbisiB-
neHo y 37 yenosek B 18,1% cny4aes, npuyem MK yaile BbifBns-
Nach Y XeHWWH (26,7%), 4em y Myx4uH (6,8%), p=0,005. Cpean
NauNeHTOB C Ha4YaNbHbIM aTepoCKNepoTnieckum nameHennem OCA

Koppenaums: r = 0,27340; p<0,05
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PucyHok 2. KoppensiumoHHas B3aUMOCBA3b KOHLEHTpaLUu
umctatuia C ¢ senuyunHoit 0TC JIXK [cobcTBEHHbIE AaHHbIE]

Figure 2. Correlation between cystatin C concentration and relative
wall thickness of the left ventricle [own data]

Tabnuua 3. YactoTa BCTpEYaemMocTi runepTpochun NEBOr0 XENYA0UKa Y Y4aCTHUKOB UCCE0BaHUS [COGCTBEHHDbIE JaHHbIE]
Table 3. Incidence of left ventricular hypertrophy in study participants [own data]

apameTpbl Bcero, n=475 MyxX4uHbl, n=237 JKeHWKHbI, N=238 3HA4YMMOCTb Pasnuuuii, p
HopmansHas reometpus JIXK, n (%) 323 (68,0) 169 (71,3) 154 (64,7) 0,540
KoHueHTpuyeckoe pemogenuposanme JIXK, n (%) 29 (6,1) 19 (8,0 10 (4,2) 0,110
[MnepTpodhns NEBOro Xenynouka, n (%) 123 (25,8) 49 (20,6) 74 (31,0) 0,032
KoHueHTpuyeckas runeptpocpus JIXK, n (%) 51 (41,5) 23(9,7) 28 (11,7) 0,210
IKCLEHTPrYecKas runeptpocpus JIK, n (%) 72 (58,5)* 26 (10,9) 46 (19,3) 0,047
CTpyKTYpHblEe N3MEHEHHE 06LLEi COHHON apTepuu

Tonwmua KM OCA, <0,9 mm, n (%) 204 (42,9) 88 (37,1) 116 (48,7) 0,033
HavanbHble arepocknepotnyeckme nameHeHus OCA 113 (23,8) 51 (21,5) 62 (26,0) 0,166
ATepocknepos 06Lueil CoHHOI apTepum, N (%) 158 (33,3) 98 (41,3) 60 (25,2) 0,005
Yacrora 'K B 3aBUCUMOCTH OT CTENEHMU CTPYKTYPHbIX M3MeHeHuii 0CA

Tonwmua KM OCA, <0,9 mm, n (%) 37 (18,1) 6 (6,8) 31(26,7) 0,005
HadanbHble atepocknepotnyeckue uameHeHust OCA, n (%) 31 (27,4) 18 (15,6) 13 (17,7) 0,321
Atepocknepos 06LLelt COHHOM apTepuu, n (%) 68 (43,0 32 (32,6) 36 (60,0) 0,010

lMpumedanne/ Note: JIXK — neBbiii xenygodex (LV — left ventricle), [TIXK — runeptpochus nesoro xenygnoyka (LHV — left ventricular hypertro-
phy); KM OCA — komnnexc nHTuma-meama obLyes coHHon aptepun (CIM TCA — common carotid artery intima-media complex); * — p=0,011
MEX[y KOHLEHTPUYECKON 1 IKcLeHTpuYeckoi [T1IXK B 061yel Bbibopke (p=0.011 between concentric and eccentric LHV in the total sample)
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GEOMETRY OF THE LEFT VENTRICLE AND STRUCTURE OF THE COMMON CAROTID ARTERY

IN PERSONS WITH CHRONIC NON-INFECTIOUS DISEASES

[T1X 6b1n0 06HapyxeHo y 31 (27,4%) venosek: 8 (15,6%) MyX4uH
n 11 (17,7%) xeHwwuH. B nogrpynne nuL ¢ aTepocknepoTniecKuMm
nopaxennamm OCA yactoTa ITDK 3Ha4yMmo BbIpocna u coctasuna
68 (43,0%) B Lenom: 32 (32,6%) y Myx4uH 1 36 (60,0%) XeHwuH,
p=0,010. MpoBeaeHne KOPPeNALNOHHOro aHann3a npoAeMOHCTPU-
posaro (puc. 1, 2, 3) cyLecTBOBaHME NONOXUTENLHON B3aUMOCBS-
3u umucratuHa C u UIMMITXK (r=0,41143; p<0,005), senu4uHbl OTC
JDK (r=0,27340; p<0,05) n KIAM OCA (r=0,3027; p<0,05).
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PucyHok 3. BzaumocBsi3b uucratuHa C u tonwmuoii KUM OCA
[co6cTBEHHBIE AaHHbIE]

Figure 3. Relationship between cystatin C and the thickness of the
intima media complex of the common carotid artery[own data]

OBCYXAEHUE

B 9TOM mccnefoBaHuM Mbl MpoaHaNU3MpoBanu COCTORHNE reo-
MeTpum JK 'y My>HUH W KEHLWMH ¢ pasninyHbiMin XHIAS (Tabn. 1),
PacnpoCTPaHeHHOCTb KOTOPbIX pacTeT exerogHo. Crenyer oTme-
TUTb, YTO CTPYKTYpHble u3meHenus JIK u OCA paccmatpusaiot-
C Kak CypporaTHblil Mapkep aTepOCKIepoTUYECKOro npoecca B
obLleit nonynsumn. Kak coo6LatoT UCCnesoBartenun, no CTEneHn
TAXECTU MOPCHOPYHKLUMOHATNBHBIX U3MEHEHUI CEpLe4HO-CoCYan-
CTOW CUCTEMbI MOXHO CYANTb O BbIPAXKEHHOCTU KPOBOTOKA B KOPO-
HapHbIX apTepusax [12]. YeenuyeHne AMMITK y MyXUUH 1 XKEHLLUH
CYMTAETCA NPEANKTOPOM HeBNaronpUATHbLIX CepAeYHO-COCYANCTbIX
ocnoxHeHuin [3]. Tak, [T1K accouumpyertcs ¢ yBenuyeHuem Ton-
WnHbI KM COHHbIX apTepuid W, CneaoBaTenbHO, MOXET CNYyXWUTb
NPeanKTopoM  LilepeBbpoBaCcKYNAPHLIX  PAcCTPONCTB.  DakTOpLI,
cnoco6erTsytowme nossnedunio MK npu XHU3, npogonxaroT us-
ydatbes. lMpumeyarenbHO, 4TO B aHanM3upyemoil Hamm BbIGOpKe
NAaLWEHTOB MYXXHYWUHbI W XKEHLUWHbI MO HO30/10TUYECKUM TUNam
3a6onesaHuii, Bozpacty, ypoBHi All, YCC, UMT He pasnuyanuch
(Ta6n. 1, 2). Bogpact, MyXCKoil Non, aHemMusl, CHIKEeHWe PuUnbTpa-
LWMOHHOW (PyHKLNUK noYek, AT, HapyLUeHWe YrnesogHOro, IUNNULHO-
ro W NypuHOBOro 06MEHOB UTPAOT BAXXHYIO pPOnb B passutum MK
[13,14]. MyXcKoii non TpaguLMOHHO CYMTAETCA (PAaKTOPOM puCKa
XHW3 n TT1K, B Tom yucne. CpaBHUTENbHbIA aHANN3 NONYYEHHbIX
[aHHbIX NMPOAEMOHCTPUPOBAN (Ta6J1. 2), 4TO Y MYyXHUH 0TMEYanoch
3HAYNMOE CHUKEHWUE PEeHanbHOR (OYHKUMKW. [0 Mepe CHUXeHUs
(bunbTpaunoHHON DYHKUMK novek 4YacTtoTa [TIXK yBenuyusaercs,
LOCTUras MakCMMyma Ha CTagun 3aMecTUTEeNIbHON NMOYeYHON Tepa-
nun [9]. B panee ony6nnkoBaHHOM MCCnefOBaHUM MOKa3aHo, YTo
yactoTa [TDK (MpeumyLLeCTBEHHO KOHLEHTPUYECKUIA TUN) Y nuy, ¢
XBI Ha poananuaHom nepuoge coctasmna 84,3% cnyyaes [15].

Panom uccnenoBaHuiA YCTaHOBNEHO, 4TO passuTtue DK npw
COLManbHO-3HAYNMBbIX 3a6011€BaHNAX UMEET reHAepHble 0CO6eH-
HOCTW. KaK 0TME4atoT aBTOpb!, Y XEHLUMH Ha 3Ha4eHus MMITK B

OCHOBHOM BJIMSIOT METab0IMYECKIME (PAKTOPbI, @ Y MY>XHUH — HaNu-
4ne CyOKNMMHUHECKOro BOCMANeHUs U 3HAOTENManbHON ANCHYHK-
uuu [16]. Tak, B Hawei pa6oTe (Tabn. 2), y XXEHLLMH N0 CPaBHEHUIO
C MY>XX4YUHaMU Bbiniv 06HAPYXKEHbI 3HAYMMO HU3KME nokasatenu Hb
1 3PUTPOLIMTOB, a TaKXXe U3MEHEHUS B NUMUAHOM CMEKTPEe KPOBU.
[Mpu CHWKEHUM KOHLeHTpauuu Hb aganTuBHble reMOAUHAMUYECKMe
U3MEHEHMS, YCYrybnaioT CTeneHb CTPYKTYPHbIX U3MeHeHnn JIK u
MarncTpanbHbIX apTepuin. B pabote poccuicknx uccnepoarenei
[12], y nuy ¢ CC3 aHemus yalle BbISBNANACH Y XKEHLLMH, YeM Y
MY>K4MH. Heo6X0anmMo OTMETUTb, YTO B YCIOBUAX aHEMUM YCKOPSA-
eTCA OKWUCNEHME NIMMUAHBIX YaCTUL, KPOBU C OJJHOI CTOPOHbI 1 NO-
BPEX[EeHUe 3HA0TeNus cocynos — ¢ apyroi [17,18]. B pesynbrare
NPOMCXOANT YXYALIEHWe 31aCTUYECKMX CBOWCTB apTepuanbHOro
pycna ¢ NoBbILLEHWEM XXECTKOCTW COCYA0B, YTO COMPOBOXAALTCS
HapactaHuem Harpysku Ha JIK [19]. Matodmsunonoruyeckas ponb
aHeMUU NpK pasnnyHbIX TUNax counanbHO-3Ha4UMbIX 3a60seBa-
HUIA NPOAEMOHCTPUPOBAHA B CEPUN KITUHUYECKUX MCCNEA0BAHUAX
[20]. Kak npefcrasneHo B Tabnuue 2, cpeaHee YUcno Tpoméoum-
TOB Nepudepuyeckoi Kposu Bbif1 BbILE Y XEHLWUH. B 0TAENbHbIX
UCCMef0BaHNAX OTMEYEHO, YTO HapyLLeHNUs (hYHKLMOHANBHOrO CO-
CTOSIHNA TPOMOOLMTOB MMEET MOJSIOXKMTENbHYI0 3aBUCUMOCTb CO
creneHblo [TDK 'y 6onbHbix ¢ CC3 [21]. MNoBbiLeHHas CNOHTaHHASA
arperauus Tpom6ouMTOB B nepudpepuyeckoin kposwm y nuy ¢ NBC
6bina o6HapyXxeHa B uccneposanumn Lnpokoson T.E. n coaBTopoB
[22]. Mo panHbIM Bacunbesoit E.®. n bpycosa 0.C., TpoM6OLMTEI
Ha CBOEM MOBEPXHOCTU UMEIOT MHOrOYUCNEHHbIE PELENnTOopbI, KO-
TOpble ABNAIOTCA MHAYKTOPAMU aKTUBaLUKU TPOMOOLUTOB B MeCcTax
nospexzeHus cocynos [23].

CtpykTypHble n3meHenus OCA Bbi3biBatoT yBenuyeHue NMMITK
W NOBBIWAKT PUCK HEONArONPUATHBIX WU3MEHEHW reomeTpuye-
ckux napametpos JIXK [24]. 3T0T ¢hakT Hawen NOATBEPXKAEHNE
B Haweit pa6ote (Tabn. 3), rae B NOArpPYNne >XeHLWMH, Y KOTOPbIX
0TMeYanach HanbonbLuas Yactora [T1K, a TakxKe Y XKeHLUWH B noj-
rpynne ¢ atepocknepotudeckum nopaxeHunem OCA cnydam [TDK
ANarHoCTUpOBaNMCh CYLLIECTBEHHO Yalle. HeflaBHee nccnegoBaHmne
BetowkunHa A.C. 1 C0aBTOPOB N0OKA3as0, YTO Y MYX4UH B YCOBUSX
CEBEPHOII BaxTbl aTEPOCKNEPOTUYECKME NMOPAXEHUS COHHbIX apTe-
pUi U CTPYKTYPHOE M3MeHeHue JTK npoTekatoT HenapanniensHo U
cnabo cBs3aHbl ¢ ypoBHeM odomcHoro AJl [25]. Kak yTBepxxaaioT
aBTOPbI, 4acTOTa BbISIBNIEHUS aTEPOCKIIEPOTUYECKOrO MOpaXeHUs
TONbKO Y N1l C HOPpManbHbIM AJl 3Ha4MMO CBf3aHa C KOHLIEHTPU-
Yyeckum Tunom pemogenuposanus JDK. 3T0T (hakT BHOBb NOf-
TBEPX[AET TO, YTO CTPYKTYpHble nepecTpoikn JIK n OCA umetot
MHOrochakTopHyro npupofy. B Haweit paborte (Tabn. 3), 4actorta
[TIXK coctaBuna 25,8% cny4aes, Npuy4emM Cpemn XeHLUH 3Ha41MO
Bbilwe (31,0%) no cpasHeHno Myx4nHamu (20,6%). YTo Kacaet-
C CTPYKTYPHbIX n3mMeHeHuin OCA, TO YacToTa AaHHbIX NPU3HAKOB
B 06LLel BbIGOpKe pasHanack 33,3%. Mpu 3Tom, Haubonee 4acTo
atepocknepotudeckoe nopaxeHne OCA npocnexuBanoch Cpeau
MY>X4UH (41,3%) N0 CpaBHEHWIO C XeHwuHamn (25,2%). Mony-
YeHHbIN Pe3ynbTar BrOMHE COrnacyeTcs C pesynbTaTtamu paHee
ony6nnMKoBaHHbIX paboT, rae 4Yactora (PakTopoB CephaeyqHO-CoCy-
ANCTOrO 1 LiepebpanbHOro pucka 6bina CyLLeCTBEHHO BbILLE Y MYX-
4uH [1,3]. HeocnopumbiM (hakTom fBnseTcs 10, 410 y nuy, ¢ XHA3
no Mepe akkymynsuunm nabopatopHbiX (PakTOpPOB pucka CTeneHb
CTPYKTYpHOW nepecTtpoiku JIXK n OCA yeenu4usaetcs. MoaTBepx-
JEHWeM [aHHOro nocTynata Cry»ar pesynbTaTbl NPOBELEHHOro
HaMW KOPPENALUMOHHOIO aHann3a MnosyyvyeHHbIX AaHHbIX (Tabn. 4),
rae KoHueHTpauus umctatuHa C 6bina TecHo cesizaHa ¢ UMMITXK,
OTC JIX n TonwwmHoii KM OCA. PesynbTaTbl U3y4eHUs LMCTATMHA
C, kak 6uomapkepa CC3, 6binn npeacTaBneHbl HAMU B paHee ony-
6/IMKOBaHHbIX padoTax [26,27]. M0 AaHHbIM Apyrux uccneposare-
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FEOMETPVIS JIEBOIO XKESTYAOYKA V1 CTPYKTYPA OBLLIEVI COHHOW APTEPYVIV

Y JTL C XPOHWUYECKVIMUW HEVIHDEKLIIOHHbBIMW SAEOJIEBAHVAMU

neii, NOBbILIEHNE KOHLEHTPauuu umuctatuHa G CBSA3aHO C MAccoi
Muokapaa JIK n TaxecTbio atepocknepotudeckux GC3 [28,29]. Ha
Hall B3rnsf, umctatui G, Kak anbTepHAaTMBHbIA MapKep CHUDKEHNS
bunbTpaUNoHHOR PYHKLMKM NoYeK, yyacTByeT B natoreHe3e CC3
Hapagy ¢ aHeMuer, runep- u AUCAUNULEMuUen, runepypukemMuen n
Al. B pa6ote KytbipuHoit .M. n coastopos [30], npu XBI cHu-
XeHne CK® TecHO CBA3aH CO CTPYKTYPHbIMN u3MeHeHuamu JIXK. B
HACTOALLEE BPEMS CaMOCTOATEbHAA POSib Pa3NMyHbIX naboparop-
HbIX W WHCTPYMEHTaNbHLIX MAapKepoB atepocknepoTnyeckux CC3
NPOLOIKAET U3yyarbcs [31].

3AKJTHO4EHUE

B npefacTaBneHHOM BbIGOPKE NALMEHTOB C XPOHWUYECKUMU HEWH-
(peKUNOHHbIMU 3a6051EBAHNAMW CTPYKTYPHbIE U3MEHEHUS reoMe-
TPUM NEBOr0 Xenyao4ka npeacTaBneHbl B OCHOBHOM 3KCLEHTPU-
YeCKOI runepTpocueit, NpUYEMm ee 4acToTa BbiLLe Y UL, XKEHCKOro
nona. CTpyKTypHble N3MEHEHNS 06LLEIA COHHOM apTepuy 3Ha4MMO
yatie 06HapyXnBarTcsa y Myx4uH. Mo mepe ytonweHus KM OCA
yBenn4neaetcs yactota MK, KoHueHTpaums uuctatuia G accoum-
NPOBaHa CO CTPYKTYPHbIMM U3MeHeHusMI Muokapaa JTXK n OCA.
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Llenb. OueHnTh OTAANEHHbIE Pe3ynbTaTbl YPECKOXKHOIO KOPOHAPHOTO BMELLATENbCTBA
(4KB) B CO4ETaHMI C ONTUMANBHON MeankameHTo3How Tepanmen (OMT) u Tonbko OMT
Y NALNEHTOB CO CTabUNbHON (opmoi nemuyeckoin 6onesnm cepgua (MBC) u mHoro-
COCYANCTbIM MOPAKEHUEM KOPOHAPHOIO PYC/a, HETONEPAHTHBIX K A0PTOKOPOHAPHOMY
WyHTUPOBaHMio (AKLL).

Matepuan u MeTogpl. B JaHHOE PETPOCNEKTUBHOE UCCNe0BaHMe Oblin BKNKOYeHbl 374
naumeHTa co ctabunbHoit IBC 1 MHOroCOCyANCTbIM NOPAXKEHNEM KOPOHAPHOTO pycna n
BbICOKOI0 XMPYPrY4ECKOro prcka, rocnuTanusnpoBanHble 3a nepuog ¢ 2013 no 2022 rr.
MaumenTbl ObIIN pasgeneHbl Ha 2 rpynnbl: 1-9 rpynna KOHCepBaTUBHON Tepanu (TONbKO
OMT) u 2-1 rpynna uHsasmsHoi ctparerun (YKB+OMT). MepBr4HOA KOMOUHMPOBAHHO
KOHEYHOW TOYKOI MCCNefoBaHns Obina 4acToTa CepbesHbIX HE6NaronpPUATHbIX Cepaey-
HO-COCYAMCTbIX U LepebpoBackynapHbix cobbitnit (MACCE). C uenblo 6anaHcupoBkm
rpynn No UCXOZHbIM XapakTepucTukam nposogmncs Propensity score matching (PSM).
PesynbTatbl. 13 374 naumeHTos nocne ncesfopaHgomusaunm (PSM) 6bino 0to6paHo

321 naumenToB: 107 B nepsyto rpynny u 214 Bo BTOpYIO rpynny. Meawaxa Bospacra uc-
crnefyemblx nawneHTos cocTasmuna 69 [61; 76] net B nepsoi rpynne v 66 [60; 74] net 8o
gTopon rpynne (p=0,212). Mepuata 6annos no wkane SYNTAX score coctaBuna 32 [24;
40] npotms 30 [24; 37], cooTBeTCTBEHHO (p=0,239). AHann3 OTAaNeHHbIX Pe3ynbTaTos
6bin nposefeH y nauneHTo 306 naumenToB u3 321 (95,3%). YacToTta nepeuyHON KO-
HeyHou To4ki (MACCE) B rpynne KOHCepBaTUBHOW CTpaterum cocTasuna 64,1% npotus
51,8 B uHBasmsHoit, p=0,034.

3akntovenue. VinBasusHas ctparerns (HKB+OMT) y naumentos ¢ UBC 1 mMHorococy-
AMUCTbIM NOPAXEHNEM KOPOHAPHOIo pycna u HetonepanTHbiX K AKLL, conpoBoxpaaetcs
BbICOKOWM 4aCTOTON MPOLEAYPHOrO YCMexa U HWU3KOW 4acTOTON BHYTPUTOCMUTAIBHBIX
0CNOXHeHuiA. Pesackynapusauns muokapaa metonom YKB y faHHON KOrOpTbl naym-
EHTOB MPUBOANT K CTATUCTUHECKM 3HAYUMOMY CHIDKEHNIO YacToTbl passuTis MAGCE n
CepLe4HOi CMEPTHOCTY B OTAANIEHHOM Nepuofie HabNIOAEHNA B CPABHEHUN C KOHCEPBa-
TWBHOW Tepanuei.

KnioyeBbie cnoBa: nwemnyeckas 60ne3Hb Cepaua, YPECKOXKHOE KOPOHAPHOE BMELLATENbCTBO, ONTUMANbHAA MEANKAMEHTO3HAA Tepanus, BbICOKUA PUCK, HETONEPAHTHOCTb K
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SUMMARY

Aim. To evaluate the long-term results of percutaneous coronary intervention (PCI) plus
optimal medical therapy (OMT) and OMT alone in patients with stable chronic coronary
syndrome (CCS) and multivessel coronary artery disease who were not eligible for
coronary artery bypass graft surgery (CABG).

Material and methods. This retrospective study included 374 patients with stable CCS
and multivessel coronary artery disease, not eligible for CABG, hospitalized between
2013 and 2022. Patients were divided into 2 groups: Group 1 conservative therapy
(OMT alone) and Group 2 invasive strategy (PCl+OMT). The primary composite endpoint
of the study was the incidence of major adverse cardiovascular and cerebrovascular
events (MACCE). In order to balance the groups according to their initial characteristics,
Propensity score matching (PSM) was performed.

Results. Out of 374 patients, 321 patients were selected after PSM: 107 into the first

group and 214 into the second group. The median age of the study patients was 69
[61; 76] years in group one and 66 [60; 74] years in group two (p=0,212). The median
SYNTAX score was 32 [24; 40] versus 30 [24; 37], respectively (p=0,239). Long-term
outcome analysis was performed in 306 patients out of 321 (95,3%). The incidence of
the primary endpoint (MACCE) in the conservative strategy group was 64,1% versus
51,8% in the invasive strategy group, p=0,034.

Conclusion. Invasive strategy (PCl+OMT) in patients with CCS and multivessel coronary
lesions and not eligible for CABG is accompanied by a high rate of procedural success
and a low rate of in-hospital complications. Myocardial revascularization by PCl in this
cohort of patients leads to statistically significant reduction in the incidence of MACCE
and cardiac mortality in the long-term follow-up period in comparison with conservative
therapy.

Keywords: ischemic heart disease, percutaneous coronary intervention, optimal medical therapy, high risk, not eligible for coronary bypass graft
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CPABHUTEJIbHAS] OLJEHKA OTHAJTEHHbIX PE3Y/TbTATOB YKB V1 OMNTVIMASIbHOV MEOQVKAMEHTO3HOW TEPAIM
Y MALUVEHTOB C MHOIrOCOCYAVCTbBIM NOPAXKEHVEM KOPOHAPHOI O PYCJIA

BBEJJEHVE

OnTumansHoN cTpateruei BeAeHNUS NALMEHTOB NPU ULLEMUYECKON
6onesHn cepaua (MBC) u MHOrococyanCTbIM NOpaXKeHneM KopoHap-
HOrO pycna sIBNAETCS XMPYPruyeckas peackynapuaauns Mmokapaa.
Mpu 3TOM NpeanoyTeHne 0TAAETCA aOPTOKOPOHAPHOMY LLYHTUPOBA-
HWto (AKLLl) B coveTaHWN C ONTUMANbHON MeANKAaMEHTO3HON Tepanu-
e (OMT). Mpeumywiectso AKLL nepen YpecKOXXHbIM KOPOHAPHBIM
BMeLLarenscTeoM (4KB) npu MHOrococyamcToMm MopaxeHun Kopo-
HApHOro pycna 66110 NPOAEMOHCTPUPOBAHO B paHee ony6InKoBaH-
HbIX 1CcCneaoBaHusax [1-3]. 310 HAXOAMT OTPXeHME B AENCTBYHOLLNX
KOHCEHCYCax N0 BEEHWI0 NALMEHTOB C XPOHUYECKUM KOPOHAPHBIM
cunopomom, rae AKLL nonyy4nno BbICOKWIA KNnacc pekomeHpaunii
[4, 5]. OpHako AKLLI umeeT 1 psif HelOCTaTKOB, CBA3AHHbIX C TPaB-
MaTU4YHOCTbIO BMELLATENIbCTBA M BbICOKOI BEPOSTHOCTbIO Pa3BUTUS
nepu- 1 NocneonepaLuyoHHbIX 0CNOXHEHWI [6, 7]. ToMmumo aToro, B
nocneaHee Bpems NPOCNeXUBAeTCA TEHAEHLUMA K YBEIMYEHNIO Ynucna
NaLMEHTOB C MHOTOCOCYANCTbIM MOPAXXEHUEM KOPOHAPHOro pycna
1 KOMOPOUAHLIM COCTOSIHWUEM, YBENUYMBAIOLLWIA PUCK NPOBELEHMS
OTKPbITOW Onepauuu Ha cepaue. B cBs3n ¢ aTUM, anbTepHaTUBHLIM
METO[IOM PeBacKynspusaumm M1uokapaa y AaHHOW KOropTbl nauueH-
TOB MOXET BNATLCA YKB Kak MeHee MHBA3MBHbI METO[ NIEYEHUS,
KOTOPOE MOXET YNY4LWIUTb NPOrHO3 1 Ka4eCTBA XM3HI NaLMEHTOB [8,
9]. Tem He MeHee HeCMOTPS Ha UMEIOLLMECs aHHble 06 3¢PdeKTMB-
HOCTW 1 6e3onacHocT YKB y naumueHToB HU3KOr0 1 CPeHero pucka
no wkane SYNTAX score (Synergy Between Percutaneous Coronary
Intervention With Taxus and Cardiac Surgery) cyLLecTBytOT NpoTUBO-
peynBble AaHHble 0 npeumyuiecTBe YKB nepes OMT B oTHaneHHOM
nepuoge HabnioaeHns y KOropTbl NaUMEHTOB BbICOKOrO XWpypru-
4eckoro pucka u HetonepaHTHblX K AKLL [10-15]. Takum o6pasom,
BnnsHNe YKB Ha 0TAaneHHbIA NPOrHO3 Y JAHHOI KOropTbl NaLMeHToB
0CTAETCs [10 KOHLA HEeM3y4eHHOIA. B CBA3N C 3TUM LIeNIbio HAcTOosLLE-
ro UccneaoBaHns BUNACh CPABHUTENBHAS OLEHKA 3(DMEKTUBHOCTY
1 6esonacHoctn YKB B coyvetaHun ¢ OMT u Tonbko OMT B oTaa-
NEHHOM Nepuofie HabMoeHNs Y NALMEHTOB CO CTabUNbHON (DOPMOiA
BC 1 MHOrococyancTbIM NOPaXXeHWEM KOPOHAPHOrO pycna, HeTo-
nepaHTHbIX K AKLL.

MATEPWAJT U METObl

B oaHoLeHTpoOBOE HabnofaTenbHoe PeTPOCNeKTUBHOE MCCneno-
BaHue ObINK BKNHOYEHbI 374 NaumeHToB co cTabubHON dhopmoit NBC
W MHOrOCOCYAUCTbIM MOPXXEHMEM KOPOHAPHOro pycna, Hetone-
paHTHbIX K AKLL, rocnutanusupoBaHHble 3a nepuog ¢ Hosops 2013
r. no gekabpb 2022 r. MaumeHTbl ObiM pa3fenieHbl Ha 4Be rpynmbl:
1-51 rpynna KoHcepeaTuBHOiA cTpareruu (Tonbko OMT; n=107) u 2-1
rpynna uHeasmeHoil ctparermm (YKB B coveTaHun ¢ OMT; n=267).

KnuHuyeckne n gemorpaduyeckne faHHble Obiin NOAYYeHbl 13
MEeAMLMHCKINX KapT W No pesynbTtatam 06cnefoBaHuil.

Kputepusimu BKNHOYEHUS B UCCNe0BaHWe Bbinu: BO3PACT CTaplue
18 neT; MHOrOCOCYAMCTOE NOpaXKeHWe KOPOHAPHOro pycna (nopaxe-
HIe CTBOJIA JIEBOI KOPOHAPHOI apTepum (Co CTeHo30M = 50%) u/unu
2 11 6onee KpynHbIX (= 2,5MM) anukapamanbHbix apTepuin co CTEHO-
30M =70%) no JaHHbIM WHBA3MBHOW KOPOHAporpaduu; Hanuyue
NOKa3aHWi K peackynsapusauuu muokapaa metogom AKLL, ocHosak-
HbIX Ha JAEACTBYIOLMX KIUHUYECKMUX PEKOMEHOALNAX U HETOMEPaHT-
HOCTb WNK Hannyue NpoTMBONoKa3aHuin K AKLL BBUAY CONYTCTBYO-
LLieil NaTosorUn UK BbICOKOTO PUCKA ONepaTMBHOMO BMELLATeNbCTBA.

MauneHTbl ¢ OCTPbIM KOPOHApHbIM cuHapomom, AKLL B aHamHe-
3e, HeCTabuNbHOW reMoaNHaMUKONR U [1eKOMMNEHCMPOBAHHON XpPo-
HUYECKON CepAeyHOM He0CTaTOYHOCTbI He OblN BKIKOYEHbI B
[aHHbI aHanu3. TakTMKa NevyeHns NauueHToB onpeaensanach B co-
CTaBe MyNbTUAUCLMNINHAPHO KOMAHAbI, BKIHOYaBLLEN KapAnono-
ra, Kapauoxmupypra, Bpada no peHTreH3HA0BACKYNAPHbIM METOAAM
[NarHOCTUKK W NIEYEHUs 1 aHeCTe3N0Nora-peaHumaronora.
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Bcem naumenTam nocre o6c¢nefoBaHms nogéupanacb onTumanb-
Has MeJNKaMeHTO3Has Tepanus ¢ Y4eTOM TSKECTU COCTOSAHWNA U
conyTcTBylOlWEn natonormn. OnTUManbHas MeaMKaMeHTO3Has
Tepanus NpoBefeHa COrnacHo JenNCTBOBABLUUM KIUHUYECKUM pe-
KOMeHJaLMaM U BKNoYana B ce6s Ha3HayeHue 4 OCHOBHBIX rpynn
NeKapCTBEHHbIX CPEACTB TakWX Kak aHTuarperaHtbl, 6eTa-agpe-
HO6M0KaTOPbI, CTATUHbI, 6/10KATOPbI PELIENTOPOB aHrMoTeH3mnHa Il
UM UHIMOMTOPBI aHTMOTEH3UHNPEeBPaLLatoLLero epMenTa. Takxe
B 3aBMCMMOCTM OT BbIPQXXEHHOCTU KNUHWYECKUX npossneHunin NBC
1 COMYTCTBYIOLLEN NATONOMNK AONONHUTENbHO HA3HAYANNUCh aHTa-
FOHUCTBI KanbLns, aHTWapUTMWUYeCKne npenapartbl, UBabpaauH
KOPOTKO- W ANUTENbHO [eACTBYIOLLME HATPATBI.

MauneHTam B rpynne MHBAa3MBHOW CTpaTerMn nepej onepatue-
HbIM BMELLATENbCTBOM JONONHUTENbHO Ha3HaYanack nepopansHas
AHTUTPOMOOLMTAPHASA Tepanus B Harpy304HoM aose (acnupuH 300
mr n knonugorpen 300-600 mr unu Tukarepenop 180 mr) He meHee
4eM 3a 24 yaca [0 onepauuy 1 fanee ¢ NepexoaoM Ha NoaAepXu-
BAKOLLYI0 [03Y. TakKe Yy KQXLO0ro nalmeHTa, BKNOYEHHOr0 B [aH-
HOe 1CcCneioBaHune, 6bina NpoBeieHa OLeHKa PUCKa OTKPLITOI Kap-
Anoxmpypriyeckoit onepaumum no wkane EuroSCORE Il (European
System for Cardiac Operative Risk Evaluation), a Takxe ougHKa cTe-
NEeHN TAXKECTU NOPaXeHUs KOPOHapHOro pycna no wkane SYNTAX
score u J-CTO (Japanese chronic total occlusion) score.

HetonepanTHocTb K AKLL onpegensanach Kak Hanuyue npoTuso-
NoKa3aHuit U/unu BLICOKOTO XUPYPruieckoro pucka K npoBefeHuIo
pesackynspusaumn muokapaa metogom AKLL cornacHo pelueHnto
MYNbTUAMCUMNAMHAPHON KOMaHAb!. [nameTp NOpPaXeHHbIX apTe-
PUA U HANN4Me KanbLWUHO3a KOPOHAPHbLIX apTepuii 6biMi OLLEHEHbI
BU3YyalbHbIM METOAOM. KanbLWHO3 Onpefensanu Kak noboe npu-
CYTCTBUE KanbUMs NO [AaHHbIM KOpOHaporpadun. YmepeHHbIM
KaNbLIMHO30M CHMTANCA HaNMyue NUHEAHbIX OTNIOXEHWUIA Kanbuus
Ha COCYAMCTON CTEHKe, BUAMMbIX Npu ontoopockonum 6e3 BBefe-
HUS KOHTpAcTa. BbIpaXeHHbIM KalbLMHO30M CHUTANCA Hanu4ue
NINHEMHbIX OTNOXEHWUIA Kanbuus, BUAMMbBIX Npu DAOPOCKONUN
MWUHUMYM B [1BYX aHTMOrpadonyeckmux npoekUusx no BCei OKpy»-
HOCTW TMOpaXeHHoW apTepuu. [lpouedypa pesackynspusaunu
BbINOMHANACL B COOTBETCTBMW CO CTaHAAPTHLIM MNPOTOKOIOM,
YTBEPXKAEHHbIM B HalleM LeHTpe. [locne YCTaHOBKU MHTPOAbLO-
cepa BCe 0ONbHble MoONy4anyu HedpakLUMOHUPOBAHHbLIA renapuH
u3 pacyerta 70-100 EL/kr macchl Tefna Nog KOHTPONEM aKTUBMPO-
BAHHOr0 BpemeHu cBepTbIiBaHMA KpoBu (250-350 cek). BbiGop Ao-
CTyna 1 YCTPOWCTB OCHOBbLIBANICA HA NPEANOYTEHUAX OnepaTopa.
C uenbl0 MMHMMU3ALMN CMELLEHUS Pe3yNbTaToB M 06ecrneyeHus
MaKCUMabHOM COMOCTaBUMOCTH FPYNn BbINOSHEHO MX YpaBHMBA-
HMe MeTOLOM MNCeBLopaHAoMmM3aumumn (propensity score matching,
PSM) B cooTHoweHun 1:2. B pe3ynbtate 310ro npouecca 6bian
C(HopMMpPOBaHbI AABE CHanaHcupoBaHHble rpynnsl 107 nauneHToB B
nepBoii rpynne n 214 Bo BTOPOM.

KOHEYHbIE TOYKW U ONPEQENEHNA UCCNELQOBAHNA

MepBUYHON KOMBUHMPOBAHHOW KOHEYHOI TOYKOIW UCCnes0BaHNs
fIBUIACH 4ACTOTa CePbE3HBIX HEBAronpPUATHBLIX CepLeYHO-Ccocyau-
CTbIX W UepebpoBackynapHbix cobbiTnit (MACCE = major adverse
cardiac and cerebrovascular events) B oTAaneHHOM nepuoge Ha-
6niofeHus, Noj KOTOPbIMI NOJPA3yMeBanit COBOKYMHOCTb CMepTH
0T BCEX NMPUYMH, UH(hapkTa muokapaa (M), HesannaHMpoBaHHOM
NOBTOPHOWM PEBACKYNAPM3ALMM MUOKApAa, WHCYNbTa/TpaH3nTop-
HOM MLLIEMNYECKOII aTaku.

B kadyectBe BTOPMYHbIX KOHEYHbIX TOYEK OTAENbHO OLEHMBaNu
4acTOTYy CMEpTU OT BCEX MPUYMH, CepLieyHyt0 cMepTHOCTb, M, no-
BTOPHOWM peBackynapusaunm M1MoKapaa, KOHBepCUmM TakTUKN neye-
Hus B rpynne OMT, NOBTOPHON He3annaHnpoBaHHOI rocnuTanmsa-
LL1K BCIEACTBUE NPOTrPECCUPOBaHUS 326051eBaHUS.
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lMonHas aHatoMuyeckas pesackynspusaunu mMuokapra onpege-
nanack, Kak OTCYTCTBME remMoAWHaMUYecKn 3Hayumoro (=70%)
CTEH03a apTepuu JUamMeTpoM He MeHee 2,5MM Ha KOHTPOJSbHOI
aHruorpaduu nocne BbinonHeHHoro YKB.

CepAeyHas CMepPTHOCTb ONpeaensanach Kak HacTynsieHue 0gHOro
U3 CnejyloLwmnx coObITUIA: BHE3AMHOW CMEpPTH; CMEpPTH OT OCTPOro
M, BCneacTBue 0CTPON CepAeYHO HEJOCTaTOMHOCTU UNKU Kapau-
OTEHHOrO LUOKA; UMK CMepTb 0T IeKOMMEHCaLIN XPOHWYECKON cep-
LEYHON HeJoCTaTO4HOCTW. KOHTPONb OCYLLECTBNIANN NPU O4HOM
06paLLeHun naumueHTa B NOAUKANHUKY WK NOCPELCTBOM 3a04HOI
KOHCYNbTaLMK 1 TeNed)OHHOM0 3BOHKA.

ViccnepoBaHne npoBOAUIIOCh B COOTBETCTBUW CO CTaHAapTamu
Haanexatlei KnuHuyecko npaktukm (Good Clinical Practice) u
npuHUmMNamm XenbCUHKCKOWA feknapauun. poTokon uccneposa-
HWS 0406PEH NOKANbHBIM 3TUYECKUM KOMUTETOM. Bcemu naumet-
Tamu 6bI10 NOANMCAHO MHGYOPMUPOBAHHOE COrNlacue Ha onepartuB-
HOE BMeLLaTeNbCTBO M 06pabOTKY NePCOHANbHbIX AAHHBIX.

CTATUCTUYECKMIA AHANN3

CTatucTyeckmin aHann3 JaHHbIX NPOBOAWUAN C NMOMOLLbK MPO-
rpamm: IBM SPSS Statistics for I0S, Version 27.0 (IBM Corp, CLUA);
R Statistical Software (Bepcus 4.3.1; R Foundation for Statistical
Computing, BeHa, Asctpus) u RStudio (sepcua 2023.06.1 Build
524). [ina oueHKN xapakTepa pacnpeaeneHuin KoM4eCTBEHHbIX Mo-
KasaTenem Mcnonb3osanu kputepus Konmoroposa — CmupHoBa. Pe-
3ynbTaThbl NPESCTaBNeHbl B BUAE CPeLHEe + CpefHeKBaLpaTuieckoe
OTK/NOHEHWe MpU HOPManbHOM pacnpefeneHvn; npu pacnpenene-
HWAW, OTAINYHOM OT HOPMAbHOrO, 3HAYEHUs NpPefCTaB/eHbl Meau-
aHoit (Me) ¢ MHTepKBApTU/bHLIM PasMaxoM B BUAe 25-ro n 75-ro
[Q25; Q75] nepueHTUner. KayecTBeHHble [aHHble NpeACcTaBneHb!
B aBCOJIOTHBIX Luhpax ¢ ykazaHWem [07M B NPOLEHTax OT vucna
BCeX HabntofeHni. OLEeHKY CTaTUCTUYECKON 3HAYMMOCTU Pasnnyuii
KONWYECTBEHHbIX MOKa3aTeNel B rpynnax npoBOAUIN C MOMOLLbIO
t-kputepus CTblOAeHTa NPU HOPMANLHOM pacnpeaeneHun uan ¢
noMoLLblo Kputepus MaHHa-YUTHU npu OTAMYUM pacnpegeneHuns
KONUYECTBEHHOr0 NPU3HaKa OT HOpManbHOro. CTaTMCTUYECKM 3Ha-
YUMbIE Pa3NMYnA KaTeropuanbHbIX NoKasaTenen B rpynnax BbisiBs-
nn no y2-kputeputo NMupcoHa unu no To4HOMY Kputepuio duiliepa.
C uerbi0 MMHUMW3AUWWN CMELLEHUS pesynbTaToB W 06ecneveHus
MaKCUManbHOR CONOCTAaBUMOCTM FPYNN BbIMNOHEHO UX YPaBHUBaHME
meTogom PSM. TMepemeHHble, KOTOPbIE MOTEHUWANbHO MOrAM no-
BNMATL Ha pacnpegeneque B rpynny KB unu OMT, BKnto4eHbI B 10-
TMCTUYECKYIO PErPECcCUOHHYI0 MOJENb Ans pacyeta Propensity score
(PS) ans Kaxzoro BKOYEHHOrO nauueHTa. Cpean HUX KNUHUYeCKmne
(Bo3pact, uHpekc maccol Tena, gucnunugemus, YKB B aHamHese,
XPOHUYECKas ceplieyHas HeaocTaToqHoCTb -V dyHKUMOHaNbHOMO
knacca no Knaccudukaumum Hoto-/lopKcKoi Kapamonornieckoi ac-
coumauuu (NYHA)) n aHruorpadpmyeckme nokasarenu (XpoHu4eckas
OKKI031s KopoHapHoi apTtepuu (XOKA), BbIpaXXeHHOCTb KallbLMHO-
32, HanM4ne pecTeHo3a, 6UMYpPKaLNOHHOE NOPAXKEHUE KOPOHAPHDBIX
aprepuit). Kaxgomy HabnofeHNo nepBoi rpynnbl nogéupanu napy
13 BTOPOIA rpynnbl, KOTOPas MMena Haubonee 6n13Koe 3Ha4veHne PS
(meTop «bnxanwero cocefa», nearest matching 1:2, caliper = 0,2).
KOHTPOMb 3a JOCTUXKEHWEM ONTUMATTbHON 6alaHCUPOBKM B rpynnax
OCYLLIECTBNANCA METO4OM pacyeTa CTaH4APTU3MPOBAHHON PasHULbI
cpenHux (SMD = standardized mean difference) mexay rpynnamu no
nokasarenam.

Bpems 1o nepBUYHON KOHEYHOI ToukmM (yacTota MACGE) oueHe-
HO C ucnonb3oBaHueM Metofa Kannana — Maitepa, pasnuuus Mex-
[y rpynnamu — ¢ NOMOLLbIO NOr-paHroBoro Kputepus. Kpome Toro,
BbIMNOMHANCA MHOr0(AKTOPHbIA NIOTUCTUYECKWIA PErPecCUOHHBIN
aHaU3 NS BbIABMEHUS NEPEMEHHbIX, CBA3AHHbIX C OTLANEHHOI
NeTanbHOCTLI0. B MHOrogakTopHyo MOJenb BKOYNIN KOBApUATb

C TOYKOI# 0TCeYeHmns p<0,2, AaHHbIe NPeCTaBEHb! KaK OTHOLLEHUS
waHcos (OR - odds ratio) ¢ 95% [0BepUTENbHLIMU WHTEPBANAMU
(OW). YpoBeHb CTaTUCTMHECKOM 3HAYMMOCTH NS BCEX UCNONb3YH0-
LLMXCA METOA0B ycTaHoBMEH Kak p=0,05.

PE3YJIbTATbI

CornacHo Kputepusm, B uccnefoBaHune 6b110 BKOYeHO 374 na-
umenTos (107 B nepBoit rpynne 1 267 Bo BTOpOW rpynne). Mocne
PSM 6b1510 0To6paHo 321 naumuentos: 107 B rpynny KOHCEepBaTMB-
HOU Tepanuu wn 214 B rpynny WHBa3WBHOW cTpatermn. McxonHsle
KNUHUKO-AeMOorpaduyeckne xapakTepucTuku naumueHTos, BOLLES-
LUMX B UCCNESO0BaHME 10 W NOcne 6anaHCPOBKYM rpynn, npescras-
nexbl B Tabnuue 1. Meamana BospacTa uccnefyembix nalMeHToB
cocrasuna (69 [61; 76] net B rpynne KOHCEpPBaTWBHOM Tepanuu
u 66 [60; 74] net B rpynne uHBasusHoi Tepanun (SMD=0,15)).
Jlnua myxckoro nona coctasunn 79,4% n 76%, COOTBETCTBEH-
HO (SMD=0,09). B o6eux rpynnax nojasnstoLiee 60NbLINHCTBO
NauneHToB MMENW KIWUHWKY CTeHoKapaun 3 (OyHKLMOHANbHOro
Knacca no knaccudmkaunm KaHaackoro o6LiecTsa KapLuonoros,
npyu 3TOM CTATUCTUHECKM 3HAYUMBIX PA3NUYUn MeXLy rpynnamu
He BbIiBNEHO. MOCTUHMAPKTHbIA KapAnMOCKNepo3 B aHamHe3e 6bisi
0TMeyeH y 2/3 naumenTos, a YKB y 18% 1 27% COOTBETCTBEHHO.
CpaBHuBaeMble Tpynnbl TakxXe OblIM CONOCTaBUMbI MO YacToTe
BCTPEYaemMOoCTU CONYTCTBYIOLLWX NATONOTUIA, TAKUX Kak: runepro-
HUYecKasn 60ne3Hb, CaxapHblii AuabeT 2 Tuna, pubpunnauns npea-
CEpAUNA, XPOHUYECKas CepleyHasn HeLoCcTaTO4HOCTb, XPOHUYECKas
06CTpYKTMBHAsA 60ne3Hb nerkux (XOBJT) u gpyrue. Megmaxa 6arn-
nos no wkane EuroSCORE Il B rpynne KOHCepBaTUBHOI Tepanuu
coctasuna 2,64 [1,60; 4,30], a B rpynne WHBA3MBHOI CTpaTerum
2,64 [1,62; 4,88], (SMD=0,11).

Anrvnorpadpuyeckas xapakTepucTka naluMeHToB npeAcTaBneHa
B TabnnLe 2. VICXOAHO, CpaBHUBaEMble PYNMbl aHrMorpacpuyecku
GbIIM HECONOCTaBUMbI 13-3a GoJiee TSKENOro NOPaXeHUs Kopo-
HApHOro pycra B rpynmne KOHCepPBaTUBHOW CTPATeruu: BbICOKas Ya-
crota nopaxenus creona JIKA (36,4% npotue 26,2%, SMD=0,22),
6onee Bbicokuit 6ann J-CTO score (2,49+0,77 npotus 2,17+0,64,
SMD=0,46), Bbllle 4actoTa BCTPEYAEMOCTW YMEPEHHOro/BbIpa-
)KEHHOr0 KarnblMHO3a W, KaK CnefcTsue, 6onee BbICOKMA 6ann no
SYNTAX Score (32 [24; 40] npoTus 28 [22; 36], SMD=0,37). Mocne
PSM cpasHuBaeMble rpynmbl MMeNK CONOCTaBUMbIe aHr1orpaduye-
CKUe N0Ka3aTenu TAXEeCTU NopaXXeHus KOPoHapHbIX apTepuii. B o6e-
UX rpynnax y nojasnsioLlero 60MbLIMHCTBA MALMEHTOB BbISBIEHO
TPEXCOCYaNUCTOe NOPXKEHWe KOpPOHAapHOro pycna: 71% (B KOHCep-
BaTUBHOW) NpoTuB 69% (B MHBa3nBHoM), (SMD=0,05). lMpu atom, B
rpynne KOHCEPBATUBHOM Tepanuu O0TMeyanach TeHAEHUMS K BbICO-
KOW 4acTOTe MOpPaXKeHWe CTBOJA NeBOI KOpOHapHOM apTepun (JIKA)
36,4% B CpaBHEHWUM C rpynnoi nHBa3mBHoOI cTpaterin 29%, ofHa-
KO CTaTUCTUYECKM 3HA4YUMOM pasHuubl He BbiaBneHo (SMD=0,16).
YacrtoTta BcTpevyaemoctn XOKA Takxe 6bina conocraBuma B 06emx
rpynnax — 70,1% B rpynne KOHCepBaTUBHOI Tepanumn 1 69% B rpyn-
ne uHBasueHoW Tepanun. MeamHa 6annos no wkane SYNTAX score
B Ipynne KOHCePBaTUBHOM U WHBA3MBHOI CTpaTerum cocrasuna 32
[24; 40] npotue 30 [24; 37] (SMD=0,23), a cpefHuit 6ann no Lwkane
J-CTO score 2,49+0,77 npotus 2,17+0,64 COOTBETCTBEHHO.

OcHoBHbIe NpuymHbI 0TKasa oT AKLL y ncenegyembix nauneHToB
npencTasneHsl B Tabnuue 3. Hanbonee YacToiMu NPUHMHAMU OTKA-
3a oT AKLL sBunuck HU3Kas pakuns BbiGpoca NeBOro Xenynouka
(PB JIK),; MynbTUdhOKaNbHbIA aTepocKyepos, NoXunoi Bo3pact
U LepebpoBackynapHble 3a6onesanus. Mpu 3TOM CTATUCTUHECKU
3HAYMMOW pasHMLbI N0 OCHOBHLIM NPUYMHAM OTKasa 0T AKLL mex-
[y CpaBHMBAaeMbIMU Tpynnamu He HabnoAanock. Y nofasnsiouLe
60oNbLWIMHCTBA NaLUUeHTOB (71,6%) nmenoch 2 n 60ree NpUYnH oT-
Ka3a 0T XUpYypPru4eckom pesackynapusauum Mmokapaa.
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CPABHUTEJIbHAS] OLJEHKA OTHAJTEHHbIX PE3Y/TbTATOB YKB V1 OMNTVIMASIbHOV MEOQVKAMEHTO3HOW TEPAIM
Y MALUVEHTOB C MHOIrOCOCYAVCTbBIM NOPAXKEHVEM KOPOHAPHOI O PYCJIA

BHYTPUIOCNUTAJbHLIE PE3YJIbTATDI

OcHoBHble pesynbTatel YKB, 4acToTa UHTPa- M NOCNeonepaunoH-
HbIX OCNOXHEHWI NPeAcTaBeHsbl B Tabnuue 4. B 06LLen CNOXHOCTH
B rpynne WHBa3WBHOW CTpaTermn 6bIN0 BbINOSHEHO 263 npoueayp
HKB 214 naumeHtam, u3 Hux 43 naumeHTa nepeHec/n HeCKOsbKO
3TanoB peBackynapu3aumu. B kayecTBe apTepuanbHOro Aoctyna
B 86,7% cnyyaeB 6bina ncrnonb3osaHa nyvesas aptepus. YKB npu

nopaxeHusx creona JIKA u npu XOKA 66110 BbInonHeHo 16,7% u
30,8% crny4aes cOOTBETCTBEHHO. TpoueaypHbIi yenex YKB y faHHOM
KOropTbl MaLMEHTOB cocTaBun 94,7%, Npn 3TOM CTaTUCTUYECKN 3HA-
YUMbIX Pa3nn4uii ¢ NOATPYNNOA NALMEHTOB C MOPAXKEHWEM CTBONA
JIKA n Hann4nem XOKA He Habnopanuce. [onHasa pesackynsapusa-
UM M1oKapAaa 6bina JOCTUrHyTa b B 27 (12,6%) crnyyaes.

Tabnuua 1. UcxopHas knuumko-gemorpadmyeckan XapakTepucTHka naumeHTos [coGCTBEHHbIE AaHHbIe]
Table 1. Initial clinical and demographic characteristics of patients [own data]

Ilo nceBopaHaoMU3aLum lMocne nceBAopaHAOMU3 ALK

Mokasarenb KoHcepBaTuBHas  lIHBa3uBHas KoHcepBaTuBHas  VIHBa3nBHas

(n=107) (n=267) ~ SMD p (n=107) (n-214)  SMD p
Bospact, net, Me [Q25; Q75] 69 [61; 76] 66 [59; 73] 0,199 0,100 69 [61;76] 66 [60; 74] 0,15 0,212
Myxckoi non, n (%) 85 (79,4%) 197 (73,8%) 0,13 0,321 85(79,4%) 162 (76%) 0,09 0,531
VMT, kr/m?, Me [Q25; Q75] 28[24,6;312] 29,4[26,6;34,1] —0,32 0,003 28[24,6-31,2] 28,7[26,2;33,1] —0,16 0,071
[unepToHu4eckas 60ne3Hb, n (%) 102 (95,3%) 257 (96,3%) 0,05 0,771 102 (95,3%) 207 (97%) 0,07 0,532
g;gh;‘;”ggﬂ'gbé“c‘éf“ff(ﬂ/‘:;"“ 31 (29%) 83 (31,1%) 008 0,688 31(29%) 68 (31,8%) 007 0618
[MoCTUHMAPKTHBIA KAPAKOCKEpOo3 0 0 0 0
B aHamHese, n (%) 79 (73,8%) 183 (68,5%) 0,12 0,313 79(73,8%) 142 (66,4%) 0,16 0,219
YKB B aHamHese, n (%) 19 (17,8%) 71 (26,6%) 0,21 0,071 19(17,8%) 47 (22%) -0,11 0,432
CTeHokapams HanpsxeHms, n (%)
oK Il 33 (30,8%) 75 (28,1%) 33 (30,8%) 62 (29%)
oK Il 61 (57%) 166 (62,2%) 0,16 0545 61 (57%) 132 (62%) 012 0827
OKIV 2 (1,9%) 8 (3,0%) 2 (1,9%) 4 (1,9%)
besbonesas nwemns Muokapaa 11 (10,3%) 18 (6,7%) 11 (10,3%) 16 (7,5%)
XCH, n (%)
| cTaguu 20 (18,7%) 33 (12,4%) 20 (18,7%) 27 (13%)
lla cTaguy 78 (72,9%) 192 (72,3%) 029 0,076 78(72,9%) 151 (71%) 031 0,059
lIb cragum 8 (7,5%) 40 (15%) 8 (7,5%) 35 (16%)
Ill cTagwm 1(0,9%) 1(0,4%) 1(0,9%) 1(0.5%)
®K XCH no NYHA, n (%)
| OK 3(2,8%) 4 (1,5%) 3 (2,8%) 2 (0.9%)
Il OK 35 (32,7%) 82 (30,7%) 0,11 0,706 35 (32,7%) 63 (29%) 017 0414
Il OK 68 (63,6%) 179 (67%) 68 (63,6%) 148 (69%)
IV ®K 1(0,9%) 2 (0,7%) 1(0,9%) 1 (0.5%)
OMN/TM, n (%) 20 (18,7%) 47 (17,6%) 0,03 0,804 20(18,7%) 36 (17%) 0,05 0,731
Ouenunugemug, n (%) 35 (33,7%) 123 (46,2%) —0,31 0,028 35 (33,7%) 88 (41%) -0,17 0,141
Craryc kypeHue n (%)
AKTUBHbII KYPUIbLLNK 23 (21,5%) 37 (13,9%) 0,20 0,069 23(21,5%) 33 (15,4%) 0,15 0,176
KypeHMe B aHAMHE3e 19 (17,8%) 47 (17,6%) 0972 19(17,8%) 38 (17,8%) 1,000
CaxapHblii gunadet 2 Tuna, n (%) 30 (28%) 90 (33,7%) 0,288
MHCYTIMH3ABUCHMbIi 10/30 333%)  28/90 (311%) 012 ggos 30(28%) e 012 0322
CKopocTb KNy6o4KOBOI PUnbTPaLmK, . ) . .
v va 1 73w, Me [G25; Qrs] 69 198 79] 69 [58; 80] 0,00 0847 68,7[57,6;79,1] 683[57,3;791] 007 0632
XOBJ1/bpoHxuarnbHas actma, n (%) 15 (14%) 51 (19,1%) 0,14 0244 15(14%) 41 (19%) 014 0312
®pakuws BbIGpoca 1eBOro ) . _ . . _
enynodka, (%), Me [025: Q75] 48 [32; 58] 50 [33; 61] 0,10 0,363 48[32; 58] 50 [32; 61] 0,07 0,512
lNocTuHapKTHas aHeBpKU3Ma
P 16 (15%) 30 (11,3%) 0,11 0329 16 (15%) 24 (11%) 011 0,331
WHeynbT/TUA B aHamHese, n (%) 17 (15,9%) 46 (17,2%) 0,04 0,754 17(15,9%) 41 (19%) 0,09 0,511
LlepebpoBackynsipHble 0 0 _ 0 0 _
3a60neBaHNS, N (%) 55 (51,4%) 156 (58,4%) 0,14 0,216 55 (51,4%) 132 (62%) 0,21 0,078
A ' 0
Kgﬁgﬂﬁg$§;’3naf.)}f)p”” HIDKHIX 24 (22,4%) 50 (18,7%) 009 0417 24(22,4%) 42 (20%) 007 0625
22&@%’:}??‘1}:)“/”eBpO”O“"“eCK”"' 31 (29%) 65 (24,3%) 012 0355 31(29%) 58 (27,1%) 008 0,721
OHkonatonorus B aHamHese, n (%) 18 (16,8%) 27 (10,1%) 0,20 0,071 18(16,8%) 24 (11%) 0,16 0,232
U CUHE 1L sirat iy 264[1,60;4,30] 243[154:388] 011 0,193 2,64[1,60;4,30] 264 (162488 011 0644

Me [Q25; Q75]

lMpumeyanne/ Note: UMT — nngekc maccel Tena (BMI—body mass index), CC3 — cepaeyHo-cocyancTbie 3abonesanns (CVD - cardiovascular
disease), TMA — TpaH3uTopHas uiemnyeckas ataka (TIA — transient ischemic attack), Tl — Tpeneranus npegcepawi (AF — atrial flutter),
@K — pyHKkuymoHansHe knacc (FC - functional class), @1 — ¢pubpunnayns npegcepamii (AF — atrial fibrillation), XOBJ1 — xpoHnyeckas
006CTPYyKTUBHASA 6051e3Hb Nierkux (COPD — chronic obstructive pulmonary disease), XCH — xpoHunyeckas cepaeyHas HepoctatoyHocTs (CHF -
chronic heart failure), YKB — ypeckoxHoe kopoHapHoe BmeLuartenscTBo (PCl — percutaneous coronary intervention), SMD (standardized
mean difference) — cTangapTnanpoBaqHas pasumya cpegHnx (SMD - standardized mean difference)
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COMPARATIVE EVALUATION OF LONG-TERM RESULTS OF PERCUTANEOUS CORONARY INTERVENTION AND OPTIMAL MEDICAL THERAPY
IN PATIENTS WITH MULTIVESSEL CORONARY ARTERY DISEASE NOT ELIGIBLE FOR CORONARY ARTERY BYPASS GRAFT

06uwas yactota BHyTpurocnutanbHbix MACCE coctasuna 3,8%.
Yactota MACCE B rpynnax ¢ pesackynspusaumen crtsona JIKA
(p=0,379) n XOKA (p=0,728) He pa3nu4anacb. B nocneonepaumoH-
HOM nepuoje y 4 nauneHTos 6bi1 BepUGULMPOBAH OCTPbIA TPOM-
603 CTeHTa, 4TO NpuBENo K passutuio VIM 1 netanbHOMy Ucxogy.
B ogHOM cnyyae M3-3a BbIPAKEHHOTO KaNbLMHO3a KOPOHAPHbIX
apTepuii UMMNAHTUPOBATL CTEHT B MOPAXXEHHbIN Y4aCTOK LieIeBOro
COCya He yAanoch, YTO Take NPUBENO K PasBUTUIO NepunpoLe-

aypHoro M u netanbHomy ncxoay. Takum 06pa3om, 4acToTa BHy-
TpUrocnuTanbHom netansHocTn coctasuna 1,9%.

OTAANEHHDLIE PE3YJIbTATbI

OTpaneHHble pesynbTarbl NaUMEHTOB NPeACTaBeHbl B TabnuLe 5.
AHanu3 oTAaNneHHbIX pe3ynbTatoB 6bi1 nposedeH y 306 nauueHToBs
13 321 (95,3%). 13 Hx 103 13 rpynnbl KOHCEPBATUBHON Tepanuu 1
203 13 rpynnbl MHBA3MBHON cTpaTernu. 15 naumeHToB ObINN HeJo-

Tabnuua 2. AHruorpatpuyeckas xapakTepucTuka naumeHToB [cO6CTBEHHbIE aHHbIE]

Table 2. Angiographic characteristics of patients [own data]

Hlo ncesgopangomMu3aLum lMocne nceBAopaHaoOMU3 ALK
Moka3sarens KoHcepBatueHas  l1HBa3uBHas KoHcepBatneHas  llHBasuBHas
(nz107) (n=267) M0 P (n2107) (n=214) SMD P
Tun KpoBOTOKa, N (%)
Mpa.blif 94 (87,9%) 246 (92,1%) 0,10 0,337 94 (87,9%) 196 (91,6%) 0,10 0,360
JNeBblif 10 (9,3%) 14 (5,2%) 10 (9,3%) 11 (5,1%)
Tpexcocyauctoe nopaxeHue, n (%) 76 (71,0%) 174 (65,2%) 013 0277 76 (71,0%) 147 (69%) 005 0710
[Byxcocyanctoe nopaxeHue, n (%) 31(29,0%) 93 (34,8%) ’ ’ 31(29,0%) 67 (31%) ’ ’
INokanusauus nopaxerus: n (%)
Creon JIKA 39 (36,4%) 70(262%) 0,22 0,049 39(36,4%) 62 (29%) 0,16 0,236
MHA 103 (96,3%) 251(94,0%) 0,10 0,456 103 (96,3%) 202 (94%) 0,09 0,541
0A 79 (73,8%) 180 (67,4%) 0,14 0,224 79 (73,8%) 148 (69%) 0,10 0,451
MKA 88 (82,2%) 212 (79,4%) 0,07 0533 88(82,2%) 173 (81%) 0,04 0,839
Hanuune XOKA, n (%) 75 (70,1%) 175 (65,5%) 0,10 0,398 75(70,1%) 147 (69%) 0,03 0,821
J-CTO score, 6ann, M+SD 2,49+0,77 2,17£064 046 0,001 2,49+0,77 227064 0,15 0,152
BudbypkaumoHHoe nopaxexue, n (%) 70 (66,7%) 201 (75,3%) -0,22 0,093 70 (66,7%) 157 (713%)  -0,17 0,144
PecTeH03 cTeHTa, n (%) 3 (2,8%) 25(9,4%)  -0,28 0,030 3(2,8%) 11(5.1%) -0,12 0,437
YMepeHHbIA/BbIp2XXeHHbIA KanbLmHo3, N (%) 56 (52,3%) 79(29,6%) 0,48 <0,001 43(40,2%) 78(36,4%) 0,16 0,248
SYNTAX score, 6ann, Me [Q25; Q75] 32 [24; 40] 28[22;36] 0,37 0,010 32][24;40] 30[24;37] 0,23 0,239

lMpumeyanne/ Note: JIKA — nesas kopoHapHas aptepus (LCA

— left coronary artery), OA — orubaroyas aprepus (LCx —

left circumflex

artery), [NKA — npaBas kopoHapHas aptepusi (RCA — right coronary artery), [THA — nepegHas Hucxogaias aptepus (LAD — left anterior de-
scending artery), XOKA — xpoHn4eckas okkmo3ns kopoHapHou aptepun (CTO — chronic total occlusion), J-CTO score — Japanese chronic
total occlusion (J-CTO score — Japanese chronic total occlusion), SMD (standardized mean difference) — cTaHgapTU3npoBaHHas pasHuya

cpeaHux (SMD - standardized mean difference).

Tabnuua 3. OcHoBHbIe npu4uHbl 0TKa3a oT AKLLL n (%) [co6cTBEHHbIE faHHbIE]

Table 3: Main reasons for refus of CABG, n (%) [own data]

Ilo ncespopanaomMu3auumn Mocne ncefopaHfoOMU3aLmK
Mokasarens, n (%) KoHcepBaTtueHas HBasuBHas KoHcepsatueHas  lHBa3uBHas
(n=107) (n=267) (n=107) (n=214)
Huskas OB JTXK 9 (36,4%) 6 (36,0%) 0,928 39 (36,4%) 78 (36,4%) 1,000
MynbTdoKanbHbIN aTepocknepos 1(29,0%) 3 (27,3%) 0,750 31 (29,0%) 62 (29%) 1,000
Boapact 75neT u cTapLue 0 (18,7%) 3 (19,9%) 0,798 20 (18,7%) 45 (21,0%) 0,623
LlepebpoBackynsipHble 3a60nesaHus/OHMK 15 (14,0%) 49 (18,4%) 0,315 15(14,0%) 43 (20,1%) 0,182
BblICOKas NeroyHas runepreH3ms 12 (11,2%) 3 (16,1%) 0,228 12 (11,2%) 36 (16,8%) 0,184
XpoHMYecKas 60/1e3Hb NoYeK 4 (13,1%) 4 (12,7%) 0,927 14 (13,1%) 30 (14%) 0,818
[IndbdhysHoe nopaxeHue AuCTanbHOro pycna 7 (15,9%) 20 (7,5%) 0,014 17 (15,9%) 19 (8,9%) 0,061
3n0Ka4ecTBEHHOE HOBOOGPa30BaHe 14 (13,1%) 5(9,4%) 0,287 14 (13,1%) 22 (10,3%) 0,453
Bbicokuin puck 11 (10,3%) 4 (12,7%) 0,510 11(10,3%) 23 (10,7%) 0,898
XOBJ1/BpoHxuanbHas actma 9 (8,4%) 0 (15,0%) 0,089 9(8,4%) 32 (15%) 0,098
JemeHuns 9 (8,4%) 2 (12,0%) 0,317 9(8,4%) 29 (13,6%) 0,179
UMT =40 kr/m? 4(3,7%) 3 (12,4%) 0,012 4(3,7%) 16 (7,5%) 0,228
[ekomneHcupoBHHbIA G/ 6 (5,6%) 20 (7,5%) 0,655 6 (5,6%) 14 (6,5%) 0,812
Crapyeckas acTeHms 5 (4,7%) 7(2,6%) 0,336 5(4,7%) 6 (2,8%) 0,516
OtcyTcTBME KOHAYMTA 1(0,9%) 7(2,6%) 0,448 1(0,9%) 5(2,3%) 0,668
®apoposas aopta 1(0,9%) 1(0,4%) 0,491 1(0,9%) 1(0,5%) 1,000
HensBecTHO 7 (6,5%) 37 (13,9%) 0,047 7(6,5%) 34 (10,6%) 0,095

lMpumeyanne/ Note: UMT — urgexc maccei rena (BMI — body mass index), OMT — ontumansHasa megukameHTosHas Tepanns (OMT — optimal
medical therapy), OHMK — ocTpoe HapyLieHne Mo3roBoro kpoBoobpaiyenus (CVA — cerebrovascular accident), GL] — caxapHeii guabet
(DM - diabetes mellitus), ®B JI)X — chpakuns Bbibpoca neBoro xenynoqka (LVEF — left ventricular ejection fraction), XObJ1 — xpoHn4eckas
00CcTPyKTUBHAsA 6051e3Hb nierkux (COPD — chronic obstructive pulmonary disease)
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Y MALVIEHTOB C MHOIroOCoCyANCTbIM NMOPAXXEHWEM KOPOHAPHOIO PYCJIA

CTYNHbI A5 KOHTAKTa 1 NONYYNUTb CBEAEHUS W/UIN UHbIE JlaHHbIE, He-
00X04MMbIe ANS aHaN13a, He NPeLCTaBnAnoCch BOSMOXHbIM, B CBA3M
C 4eM OHU ObINN UCKNHYeHbI U3 aHann3a. MeamaHa nepuoaa oTaa-
neHHoro HabmogaeHus coctasmna 30 [10; 55] mec. B nepBoi rpynne u
34 [16; 62] mec. Bo BTOpON rpynne, p=0,129. CpasHuBaeMble rpynnbl
ObINIM COMOCTaBUMbI MO MEAMKAMEHTO3HOW (AaHTWAHTMHANBHOW) Te-
panuun. Tem He MeHee nalmeHTam B rpynmne KOHCEPBATUBHOI Tepanum
NpY BbINMUCKE 3HAYUTENBHO YaLlle HA3HAYaNUCh HUTPATbl KOPOTKOro
WNWU ANMTENBHOrO JeCTBUS B AOMOSIHEHUN K OCHOBHbLIM aHTUAHI -
Ha/TbHbIM Npenapartam (52,3% npotus 32,7%, p<0,001).

Tabnuua 4. MpoueaypHbie U BHYTPUrocnUTanbHbIe pe3ynbTatbl
[cob6cTBEHHDIE AaHHbIE]
Table 4. Procedural and in-hospital results [own data]

KonuyectBo npouenyp
loka3zatens YKB (n=263)
MpouenypHbii yenex, n (%) 249 (94,7%)

HKB ctBona JIKA, n (%) 44 (16,7%)
HKB XOKA, n (%) 81(30,8%)
KOnm4ecTB0 WUMMNIAHTUPOBAHHBIX CTEHTOB, 1.86£0,98

M+SD

06L|J,aﬂ JIMHa I/IMﬂﬂaHTI/IpOBaHHbIX CTEHTOB,
mm (MSD) 43,4+26,3

[nutensHOCTb Npoueayps!, MiH (M+SD) 59,9+28 5
06bem KOHTpacTHOro BewecTea, M (M+SD) 176,3+72,5
PeaugyanbHbin - SYNTAX score, 6ann,

Me [025; Q75], (n=214) 16[9; 4]
MonHas pesackynapusaums (n=214), n (%) 27 (12,6%)
MACCE, n (%) 10 (3,8%)
JletanbHbii ucxog, n (%) 5 (1,9%)

WNHdhapkT mmokapaa 4a una, n (%) 9 (
MosTOpHOE He3annaHuposaHHoe YKB, n (%) 2 (
WNHeynbT/TNA, n (%) 2
Tpom603 cTenTa, n (%) 4(15%
Iunccekums, n (%) 9(
Mepdhopauns kopoHapHoi aptepun, n (%) 2 (
emonepukaps, n (%) 1
emaroma Ha mecTe goctyna, n (%) (
OcTpoe noyeyHoe nospexaeHue, n (%) 3(1,14%)
lMpumeqarne/ Note: JIKA — nepas kopoHapHas aptepus (LCA - left
coronary artery), TWA — TpaH3nTopHas nwemmn4eckas ataka (TIA -
transient ischemic attack), XOKA — XpoHu4eckas OKK/IO3NA
KopoHapHoi aptepum (CTO — chronic total occlusion), YKB —
YPECKOXHOE KOpOHAapHoe BmeluatenscTBo (PCI — percutaneous
coronary intervention), MACCE — cepbé3Hbie HebnaronpusTHble

CEPAEYHO-COCYANCTBIE U LepebPOBacKysapHbIe cobbiTus (MAC-
CE — major adverse cardiovascular and cerebrovascular events)

MNokasarens MACCE B rpynne KOHCepPBaTUBHOM Tepanum cocTa-
BUn 64,1%, a B rpynne nHeasusHoi cTparerun 52,2% (p=0,048).
HecmoTps Ha UMEIOLLYIOCA TEHAEHLMIO K BbICOKOI 4acToTe 06LLel
CMEPTHOCTM B rpynne MeAMKaMeHTO3HOM Tepanun CTaTUCTUYECKU
3HAYMMOI PasHNLbl Mexay rpynnamm He nonyveHo (p=0,051). Oc-
HOBHOM NPUYMHON CMEPTU Y NALMEHTOB B rpynne KOHCEpPBATMBHON
cTparternu siBUNAch KapawanbHas cmeptHocTb (38,8% npoTus
23,6%, p=0,003). Ha pucynke 1 npeacrasneHbl Kpueble Kannana—
Meiiepa, otpaxatowime csobogy ot MACCE B uccrnefyembix rpyn-
nax. KoHBepcus TaKTUKW NeYeHNs N3 KOHCEePBATUBHON B WHBA3UB-
Hyl0 6bina otmeveHa y 22,3% (22/103) nauwenTos. U3 Hux 21
nauueHTam 6110 BbinonHeHo KB, a asym nauueHtam AKLL. Mpu
3TOM OZHOMY 60/1IbHOMY B CBA3M C NPOrpeccupoBaHnem 3abonesa-
HUS 6b110 BbINONHEHO Kak YKB, Tak u AKLL. MeauaHHbIiA Cpok oo
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KOHBepcuu TakTukn neveHus coctasun30 [10; 55] mec. HecmoTps
Ha BbICOKY0 TEHAEHLMIO PA3BUTUA OCTPOr0 KOPOHAPHOIO CUHAPO-
Ma 1 OCTPOro HapyLleHus Mo3rosoro kposoobpatlenus (OHMK) B
rpynmne MHBA3MBHOM CTPATErMn CTaTUCTUYECKM 3HAYUMbIX Pasnu-
4N MeXy CPaBHUBAEMbIMU rpynnamn He BbISBMEHO.

OnHamuka (PyHKLMOHAIBHOIO Knacca CTeHOKapAuW B CPaBHUBA-
eMbIX rpynnax npefcTaBfieHa Ha pucyHke 2. Wudopmaums 6Gbina
joctynHa y 177 nauuentoB. MeanaHa nepvofa HabnoaeHns ans
OLeHKN (DYHKLMOHANBHOrO Kracca CTeHOKapauu B UHAMUKe CO-
ctaBuna 44 [21; 71] mec. B oTnm4me 0T rpynnbl KOHCEPBATUBHOM

100%] e -+ YKB oMT

\,
o
2

Cso6oga oT MACCE
(4]
o

25% Long-rank
p=0.0031
0%
0 20 40 60 80
Bpems (mec.)
203 126 76 47 23
1KB 1103 44 28 13 7
0 20 40 60 80

Pucynok 1. Kpueble Kannana-Meitepa cso6oga ot MACCE Ha
rocnuTanbHoM W OTAANEHHOM Nepuopax HabntoaeHus [co6CTBEHHbIE
AaHHble]

Figure 1. Kaplan-Meier curves of freedom from MACCE during in-
hospital and long-term follow-up periods [own data]

lpumeyarne/ Note: OMT — onTumarnbHas MenKameHTO3Has Tepanms
(OMT — optimal medical therapy), YKB — 4peckoxHoe KopoHapHoe
BmeLarenbeTBo (PCI - percutaneous coronary intervention)

PacnpepneneHue Knaccos CTeHOKapAUu [0 W MOCAe fIeYeHuns no rpynnam

oMmT YKB
Bpe o
80 pems 61,4%
1o p=0.001
. nocne 50 4%

Konn4ectso naumeHToB

60
0, 0,
40 30,7 30,7%
58% 56%

% 17,3%

2 369 40% 0
1,6%
6% |49, I
0 — 08%

OYHKLMOHAMBHbIN KNACC CTEHOKapAUM

PucyHok 2. [IuHamnKa (PYHKUMOHANbHOIO Knacca CTEHOKapauu
HanpsXXeHusa [0 U nocne NevyeHus [co6CTBEHHbIE jaHHble]

Figure 2. Dynamics of functional class of angina pectoris before
and after treatment [own data]

lMpumeqanne/ Note: OMT - ontumanbHas MELUKAMEHTO3HAsA
Tepanus (OMT — optimal medical therapy), YKB — 4peckoxHoe
KOpoHapHoe BmeLuarenscTBo (PCl — percutaneous coronary inter-
vention)
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Tepanuu, B rpynne WHBa3WBHO CTpaTerum 0TMeYanoch CTaTuCTu-
YeCKM 3Ha4YMMOe yny4LieHne OYHKLUMOHANBHOO Kacca CTEHOKap-
un HanpsbxkeHns (Kputepuit YUNKOKCOHA ANnsi CBA3HBIX BbIGOPOK
(Wilcoxon signed-rank test) p=0,001): onpeaensanocs yBenuyeHne
4ucna nauneHToB CO CTeHOKapauen HanpskeHus Il yHKUMOHaNb-
Horo knacca (®K) (¢ 30,7% po 50,4%) n, Ha060pOT, YMEHbLUEHME
yucna ¢ Il ®K (c 61,4% po 30,7%). B T0 Bpemsa Kak B rpynne KoH-
CepBaTUBHOW Tepaniu CYLLECTBEHHbIX U3MEHEHUIA He 0TMEYanock.

NPEOQVKTOPbI MACCE
Mo paHHbIM MHOrO(AKTOPHOr0 PErpecCUOHHOr0 aHanusa He-
3asucumbimmn npeguktopamu MACCE B oTnaneHHOM nepuoge Ha-

Tabnuua 5. OTaaneHHble pe3ynbTaTbl [COGCTBEHHbIE faHHbIE]
Tahle 5. Long term results [own data]

oka3atenb

MenamaHHbIn cpok Habntoaenus, Me [Q25; Q75]

MACCE, n (%)

MenuanHbiin cpok fo Hactyrnesus MACCE, Me [Q25; Q75]
061125 cMepTHOCTb, N (%)

KapananbHas cmepTb, n (%)

OCTpbIit KOPOHAPHBIN CUHAPOM, N (%)

WHeynbT, n (%)

HesannaHupoBaHHas (NOBTOPHAsA) pesackynapusaumsa Muokapga merogom HKB, n (%)
HesannaHupoBaHHas pesackynsapusauus Minokapga merogom AKLL, n (%)

[NoBTOPHAA He3annaHWpoBaHHas rocnuTausaums, n (%)
Wmnnantaumsa 3KC/KL, n (%)

HasHa4eHHble npenaparbl (n=321), n (%)
[3-anpeHo6noKaTopb!

WHrnéutops! AN®/brnokartopbl peLenTopoB aHrMoTeH3nHa Il
CratuHbl

[uypeTtukun

CepAgyHble r1Ko3napl

Hutparbl

Briokatopbl KanbLmeBbIX KaHa0B

TpumeTasnaumH

MaHTonpaszon

CakybuTpun + BancapTaH

[Mndno3nHbl

AMMNOAAPOH

BabpaauH

[1BOViHas aHTMTPOMOOLMTapHAA Tepanus
Knonugorpen + ACK
Tukarpenop + ACK

TpoiHas aHTUTpOMOOLMTAPHAA Tepanus
OAK + Knonuporpen/ACK
AnTUTPOMOOLMTApHAs MOHOTepanus (ACK/knonugorpen)

6nogeHus (tabn. 6 u puc. 3) ABUANUCH: XPOHNYECKas 60/1e3Hb NO-
yek (XBM) (oTHoweHune puckos (OP) 1,58, 95% HoBepuUTeNbHbIN
uuTepsan (4W): 1,06-2,34; p=0,024), XOBJ1/6poHxuansHas actma
(OP 1,60, 95% [W: 1,03-2,48; p=0,035), BbICOKWIA 6ann no LUKa-
ne EuroSCORE Il (OP 1,05, 95% Al 1,00-1,10; p=0,054), Hann4une
pecteHo3a (OP 1,91, 95% [OW: 1,02-3,58; p=0,043) n ymepeHHbIit/
BbIP2XXEHHbIN KanbLUMHO3 KOPOHapHbIX apTepuit (OP 1,42, 95% [N:
1,04-1,95; p=0,028).

BknoueHne naumeHTa B rpynny YKB accoummpoBanoch €O CHU-
XeHuem pucka HactynneHus MACCE B oTganeHHOM nepuoge Ha-
6nogeHuns B 1,6 pasa (OP 0,63, 95% [W: 0,46-0,87; p=0,004).

:(ntzcgg)sarusuaﬂ WHBasusHas (n=203) p
30[10; 55] 34 [16; 62] 0,129
66 (64,1%) 106 (52,2%) 0,048
12 [8; 34] 20[8; 39] 0,074
50 (48,5%) 75 (36,9%) 0,051
41 (38,8%) 48 (23,6%) 0,003
16 (15,5%) 32 (15,8%) 0,958
2 (1,9%) 10 (4,9%) 0,350
22 (21,4%) 34 (16,7%) 0,350
2 (1,9%) 2 (1,0%) 0,605
63 (65,6%) 99 (49,5%) 0,009
14 (13,6%) 17 (8,4%) 0,164
87 (81,3%) 229 (85,8%) 0,282
88 (82,2%) 181 (84,6%) 0,592
100 (93,5%) 200 (93,5%) 1,00
80 (74,8%) 128 (59,8%) 0,008
7 (6,5%) 7 (3,3%) 0,245
56 (52,3%) 70 (32,7%) <0,001
30 (28,0%) 48 (22,4%) 0,269
23 (21,5%) 49 (22,9%) 0,777
56 (52,3%) 150 (70,1%) 0,002
9 (8,4%) 13 (6,1%) 0,484
2 (1,9%) 8 (3,7%) 0,505
6 (5,6%) 6 (2,8%) 0,224
1(0,9%) 5(2,3%) 0,668
20 (18,7%) 169 (79,0%) <0,001
3(2,8%) 12 (5,6%) 0,401
4(3,7%) 16 (7,5%) 0,228
12 (11,2%) 10 (4,7%) 0,036
62 (57,9%) 2 (0,9%) <0,001

lMpumeyanune/ Note: AKLLI-aopTokopoHapHoe lwyHTupoBanue (CABG—coronary artery bypass surgery), AlT® —aHrnoTeH3nHIPpeBpaLLaroLLni
epmenT (ACE — angiotensin-converting enzyme), ACK — auetuncannynnoBas kucnota (ASA — acetylsalicylic acid), K] — kapanoseptep-
Aepmbpunnatop (CD - cardioverter-defibrillator), OAK — opanbHbie aHTukoarynaHtsl (OAC — oral anticoagulants), YKB — ypeckoxHoe
KopoHapHoe BmeluatesscTso (PPM — permanent pacemaker), 3KC — anektpokapanoctumynarop (PCIl — percutaneous coronary interven-
tion), MACCE - cepbé3Hble He6naronpusaTHble CEPAEYHO-COCYANCTbIE U LepebpoBackyapHble cobbitus (MACCE — major adverse cardiac

and cerebrovascular events)
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OBCYXJAEHUE

OCHOBHble BbIBOJAMW HACTOALEr0 MCCNEJ0BaHUA ABNAIOTCA:
npoueaypHeln ycnex YKB B rpynne WHBA3WBHOW CTpaTterun co-
craBun 94,7% ¢ HW3Koi 4acToTol BHyTpurocnutansbHeix MACCE
(3,8%); 4actota MACCE B oTmaneHHoMm nepuofe HabnogeHus
coctasuna 52,2% B rpynne UHBA3WBHOW CTpaTeruun u Gbina crartu-
CTUYECKM 3HAYMMO HIDKE, YeM B rpynne KOHCepBATUBHOM Tepanuu
64,1%, p=0,048; yactota nosiHOi peBackynapusaun M1mokapaa B
rpynne UHBa3MBHOI cTpaterum coctasuna 12,6% u 6bina cBssaHa
co cHimkeHuem vactotbl MACCE B oTmaneHHOM nepuoje Habnto-
LeHns (oTHoweHwne wawHcos (OW) 0,272, 95% [AW: 0,109-0,677;
p=0,003); 3Ha4eHne EuroSCORE II, Hanu4me XBI1, XOBJ1/ BpoHxu-
anbHas actMa, TSKENOro KanbLMHO32 M PECTEH03a KOPOHAPHbIX
apTepuil, a TaKxXe cTpaterus nevyeHns (MHBa3WBHAA/KOHCEpPBATMB-
Has) ABNAOTCA He3aBUCUMMbIMU npegukTopamu pa3sutus MACCE
B OTJA/IEHHOM Nepuoje; UHBa3WUBHas cTpaTerus 6oina accouumpo-
BaHa CO CTATUCTUYECKN 3HAYMMBIM YIy4LLEHUEM KQ4eCTBa XNU3HU 1
CHVKEHNEM (DYHKLMOHANIBHOIO KNacca CTeHOKapANN HanpsKeHus
B OTAANIEHHOM nepuoje HabNtoLeHNUs N0 CPaBHEHMIO C KOHCepBa-
TUBHOM TakTUKoW (APK cTeHokapamu; p=0,001).

OCHOBHOIA LieSTbi0 JIBYEHNS MALMEHTOB CO CTabubHON DOPMOI
NBC B HacToALLee BPEMSA ABNAETCH CHUKEHWUE BbIPXKEHHOCTU WK
YCTpaHeHne CUMNTOMOB CTEHOKApLUM, a TaKXe YnydllueHue oTaa-
NEHHOro NpOrHo3a B OTHOLLEHUM CepAEYHO-COCYANCTBIX OCNOXHE-
HWiA. CornacHo AeicTBYIOLLMM KITMHUYECKUM PEKOMEHAALNAM, Npu
MHOrOCOCYMCTOM MOPXEHUN KOPOHAPHOr0 pycna npeanoyTeHne
OTLAETCA XWUPYPrU4ecKOo peBackynapusauum Muokapna, Hexenn
YKB [5, 16]. OfHAKO CTOMT OTMETUTb, YTO pUCK NpoBefeHus AKLL y
NaLWeHToB NOXWNOro Bo3pacTa, ¢ Hu3koin ®B JIK, uepebpoBacky-
nApHOR natonoruei, oxuperdnem unu XOBJ1 cyL|eCTBEHHO BbilLe
B cpaBHeHun ¢ KB [17-21]. B cBA3U C 4em [aHHOW KOropThl na-
uneHTam He npegnaraerca AKLL n 0CHOBHBIMM NMpuYUHAMK OTKasa
0T AKLL no cyLlecTBYHOLWMM NUTEPATYPHBIM AAHHLIM ABASIOTCA:
KOMOpOUAHoCTb (67,6%), Bo3pacT =75 net (fo 44,5), crapye-

ckas acteHus (33,6%), uepebpoBackynspHole 3a60nesaHus (35%),
X0BJ1 (32,1%), Huzkas ®B JIK <30% (25,5%) n 310Ka4ecTBeH-
Hble HoBOOOpa3oBaHus (19,4%) [22-25].

YCOBEpLLUEHCTBOBAHME TEXHONOMMIA B CAepe 3[4paBOOXPaHEHUs
M ONTUMW3ALUMUS Pe3ynbTaTOB MHBA3MBHbIX BMELUATENbCTB MO-
3BOMIUAN 3HAYMTESIbHO YNYYLWINTL pesynbTatsl HKB y nauueHTos c
MHOrOCOCYAMCTbIM MOPAXEHWEM KOPOHApHOro pycna. onyyeH-
Hble HAMU Pe3yNbTaTbl JeMOHCTPUPYIOT BbICOKYH) TEXHUYECKYHD U
KITMHUYECKYI0 3(pdeKTMBHOCTL YKB y aHHOI KOropThI NaLWUeHToB.
MpouenypHbin ycnex YKB coctasun 94,7% C HU3KOI 4aCTOTON BHY-
TPUrOCNMTANTbHBIX OCNOXHEHWA. PaHee ony6rMKOBaHHbIE [aHHbIE
TakXe NPOAEMOHCTPUPOBANi BbICOKMIA NpoLeaypHblin yenex YKB y
NauneHTOB BbICOKOTO XUPYPrUYECKOro pUcKa W HETOMEPAHTHBIX K
AKLL [26-28].

B psape uccnenoBaHusAX coo6Lanoch, YTO 4acToTa CepbesHbiX
HebnaronpmsaTHblX co6biTMii (MACCE) BO BHYTpPMrocnuTanbHOM
unn 30-LHEBHOM nepuodax HabnjeHns y NauueHToB, HeTose-
paHTHbIX K AKLLI Bapbupyetcs ot 2,9 1o 15,7% [23, 24, 29-31]. BblI-
cokas BapuadensHocTb 4acToTbl MACCE, BeposTHO, 06yCnoBneHa
3HAYUTENIbHOI reTepOreHHOCTbI0 NALMEHTOB, BKIOYEHHbIX B Npef-
CTaBMIEHHbIE MCCNEA0BAHUS, B YACTHOCTW TeM, YTO 6OMbLUMHCTBO
U3 HUX UMENN ANArHO3 OCTPOro KOPOHAPHOr0 CUHAPOMA W aHaM-
He3 nepeHeceHHoro AKLL. B pe3ynbTaTe npoBeeHHOro aHanusa
JaHHbIX HaLLel KOropTbl NALUUEHTOB 4acTOTa BHYTPUrOCNUTaNbHbIX
MACCGE coctasuna 3,8%. Takum 06pa3om, npu nnaHupoBaxumn KB
Yy NALMEHTOB C MHOrOCOCYAMCTbIM NOPaXEHEM KOPOHAPHOIO pyc-
na u HetonepaHTHbIX K AKLL He06x0a1mM0 NPOBOANTD TLLATENbHYHO
OLIEHKY aHaTOMWUYeCKMUX 0COBEHHOCTE KOPOHAPHOro pycna ¢ Le-
NbI0 [OCTUXXKEHNS NPOLESYPHOro YCnexa U CHUKEHWUS 4acTOTbl BHY-
TPUrOCAUTANTbHBIX OCIOXHEHUIA.

lNokazaTenu He6naronpUATHbIX COObLITUIA B OTAANIEHHOM Nepuose
Y [AHHOW KOropTbl MaUMeHTOB TaKXe BapbupyloT. Tak, aBTopamu
J.M. Hanna et al. (2023) coo6Lianocb, 410 PUCK CMEPTU OT BCEX
npuyuH Yepes 12 mecsLes HabNOLEHNA Y NALUEHTOB, NepeHec-

oP 95% N p

EuroSCORE oA 1,1 1,0; 1,1 0,022
lpynna YKB e 0,6 0,5;0,9 0,005
E XBM ! 1 1,5 1,0; 2,3 0,037
o
<
& Ymepetbin/ ——— 14 1019 0028
BbIP2KEHHbIN KanbLMHO3
PecteHo3 [ = | 2,0 1,0; 3,7 0,036
XO0BJ1 ' ® { 1,6 11;2,5 0,029

0,5 1,0

oP

3,0

PucyHok 3. Hesasucumbie npeauktopbl MACCE B oTaaneHHom nepuope [c06CTBEHHbIE iaHHbIE]

Figure 3. Independent predictors of MACCE in long term period [own data]

lMpumeyanne/ Note: XbIT — xpoHnyeckas 60ne3Hb nodex (CKD — chronic kidney disease), XObJ1 — xpoHnyeckas 06CTPyKTUBHAS 60/1E3Hb
nerkux (COPD — chronic obstructive pulmonary disease), YKB — 4peckoxHoe kopoHapHoe BmeLuatenscTso (PCl — percutaneous coronary
intervention), OP — oTHoLwexune puckos (HR — hazard ratio), V1 — noseputensHbivi uHtepsan (Cl — confidence interval)
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LWmnX KomnnekcHoe YKB 3Ha4uTenbHO Bbille B CPAaBHEHUM C NaLu-
eHTamu 6e3 Takosoro (10,2% npotus 5,9%; (OP 1,97, 95% AW
1,02-3,79) [32]. Momumo 3TOro, N0 faHHLIM pAAA UCCNeA0BaHUIA
yactota MACCE nocne YKB B aHanornyHom nepuoge HabntogeHms
y naumeHToB, HeTonepaHTHbIX K AKLL, Bapbupyetcsa ot 14,8% no
27,7% [24, 26]. OfHAKO HA CErofHALWHMA [eHb AaHHble 06 0TAa-
NEHHbIX pesynbTatax KOHCEepBATWBHOW W WHBA3WBHOW CTpaTeruii
NeYyeHns y AaHHOM KOropTbl MaLUMeHTOB OrpaHuyeHbl. Hanpumep,
pesynbTatbl ucenegosadus E.JF. Danson et al. (2019) npogemoH-
cTpuposanu, 410 Yactota MACCE 4epe3 6 mecsLes HabntoeHus
nocne MHBAa3MBHOM 1 KOHCEPBATUBHON CTPATErnid NIeYeHns y Korop-
Tbl NAUMEHTOB, HeTONePaHTHbIX K AKLL cTaTUCTNYEeCKM 3HAYMMO He
otnunyaetcs (9,3% npoTus 18,5% cootetcTBeHHO; (OL 0,45, 95%
An: 0,14-1,42; p=0,16), ogHako 4Yepe3 12 mec. HabNIOAEHUS aBTO-
pamm 6b110 0TMEeYeHO pacxoxpeHue nokasareneit MACGE B nonb3y
pesackynspusauun muokapaa (4KB), npu atom yactota MACCE B
rpynne WHBasueHoi ctpatermn coctasuna 20,4% (11/54) npotus
46,3% (25/54) B rpynne koHcepsaTusHou Tepanum (OLL 0,30, 95%
A: 0,13-0,70; p=0,004). AHann3 JONroCPOYHbIX PE3yNbTATOB TakK-
e NPOAEMOHCTPMPOBAN aHANIOMMYHYH TEHAEHLUMIO B OTHOLLEHUN
yacToTbl MACCE B cpaBHmBaemblIx rpynnax [30]. Takum o6pasom,
co6oaa ot MACGE B oTaaneHHoM nepuoje HabnoaeHus B rpynne
KOHCepBaTMBHOM Tepanuu coctasuna 14,5% npotus 51,9% B8 rpyn-
ne wHBaaneHoi ctparerumn (OP 1,77, O1: 0,60-1,11; p<0,0001). Ha-
pagy ¢ atum, asTopamu Y. Matsumura-Nakano et al. (2019) 6bino
NOKa3aHo, YTO 4actoTa NepBUYHON KOMOWHMPOBAHHOW KOHEYHOW
To4ku (cmepTb, M n OHMK) nocne YKB B oTganeHHoM nepuoje
HabnogeHus (meguana 5,1r [4,2; 5,9]) 66110 3HA4YUTENLHO BbiLLe
(52,5%) y naunenTtos, HeTonepaHTHbIX K AKLL B cpaBHeHuUmn ¢ 06-
LLielt KOropToil NauneHToB ¢ nopaxeHuem cteona JIKA n/unu mHo-
roCOCYANCTbIM NOPAXXEHMEM KOPOHAPHOIO pycna, NoABEePrumnxcs K
YKB (27,6%) unun AKLL (24,0%), p<0,001 [25]. B Hawuem uccnepo-
BaHuu yactota MACCE B otganeHHom nepuoge HabntoaeHns (me-
Anana 2,7 [1,1; 5,1] net) cocTasuna 64,1% B rpynne KOHCepBaTHB-
HOUt Tepanuu n 52,2% B rpynne MHBa3MBHOM cTpaterun, p=0,048.
OfHaKo HECMOTPS Ha CTaTUCTMYECKN 3HAYMMYIO PA3HULY MO YacTo-
Te MACCE mexay cpaBHMBaeMbIiMK rpynnamu, nokasatenu MAC-
CE B rpynne MHBA3MBHO CTPATErn y Hawlei KOropTbl NauneHToB
ObINN BbILLE B CPABHEHUM C aHANOTNYHLIMI UCCNEA0BAHMAMMU, YTO,
BEPOSATHO, CBA3AHO C HI3KOM YACTOTOM NOSTHOM peBacKynsapuaauum
MUoKappa.

Mo faHHbIM pAfa uccneaoBaHWin HEMONHAs PEBACKYNSAPU3ALNA M-
oKappa y nauueHToB ¢ MHOrOCOCYAUCTbIM NOPaXXeHNeM KOPOHAPHOro
pycna accouumnpoBaHa ¢ BbICOKUM puckom cmepti 1 AIM B oTaaneH-
HOM nepuoge Habmogenuns [11, 33, 34]. MonHaa pesackynapusauus
MUOKap[a Y HaLLeil KoropTbl 60/bHbIX OblNa LOCTUMHYTA NULWb Y 27
(12,6%) nauueHTOoB, 4TO 3HAYUTENLHO MEHbLUE, YeM B JpYruX UC-
cnefoBaHusax. Hanpumep, B peTpocnekTMBHOM uccnegosaHun M.C.
Shields et al. (2021) yacToTa NONHONM peBacKynApu3aLM MIoKapaa
cocrasuna 39%, a B uccnegosanuu E.J.F. Danson et al. (2019) faHHbIiA
nokasarenb coctasun 79,4% [24]. OgHako, cnefyet OTMETUTb, 4TO B
NPeACTABMEHHbIX UCCNEA0BAHMAX KONMYeCTBO nauueHToB ¢ XOKA,
TPEXCOCYAMCTBIM 1 BUCYPKALIMOHHBIM MOPAXEHNEM KOPOHApPHOro
pycna 6b1n0 MeHbLUE, YEM B HaLLEM MCCReA0BaHNN. Takum 06pasom,
BEPOATHO, 4TO Bbicokas yactota MACCE y Halwei KoropTbl nawmeH-
T0B nocne YKB 6bina 06ycnosneHa TSHKENbIM NOPAKEHNEM KOPOHAP-
HOr0 pycrna W HU3KUMK NOKa3aTenaMu NosHOM peBackynsapmsaLmumn
MuoKapaa. Hanpumep, npoBeeHHbIA HaMW CPABHUTENbHbIA aHanNn3
npoaeMoHcTpupoBan, 4to o6uias yactota MACGE B noarpynne 601b-
HbIX C NOMIHOW peBaCKyNApu3aLunen Muokapga obina CTaTucTM4ecKu
3HAYMMO HIDKE, Y4eM MpK HenosHOW peBacKynapusaLunn Muokapaa
(25,9% (7/27) npotms 56,3% (99/176) cootsercTBeHHO, p=0,003).

AHanornyHele pesynbTarbl GbIN NONYYeHbI U B LPYroM UCCrefoBa-
HWW, TAe NOMHas PeBackynapusauus muokapga 6bina accouumpo-
BaHa ¢ Hu3koit Yactotoil MACCE kak B KpatkocpoyHom (OLU 0,27,
[i: 0,09-0,81; p=0,02), Tak 1 B fonrocpoyHom (12 mec.) nepuogax
Habnogenus (OLU 0,23, OW: 0,09-0,57; p=0,002) [30]. bnaronpusT-
HO€ BNINSIHWE NOSIHOTBI PEBACKYNAPU3ALMM MUOKAPAA HA OTLaNeHHbI
NPOrHO3 NALMEHTOB C MHOrOCOCYAMCTLIM NOPXKEHUEM KOPOHAPHOr0
pycna 6bIno 0TMeYeHo 1 apyrumu asTopamu [35, 36]. Takum obpa-
30M, NPy BbIGOPE CTPATErUM NIEYEHNS NALUEHTOB C MHOTOCOCYAUCTLIM
NopaXKeHMeM KOPOHAPHOTo pycna u HetonepaHTHbIX K AKLL cnegyet
oTfaBatb npeanoyTeHne K YKB 1 cTpeMnTbCA K AOCTVIKEHUO NOMHOM
peBackynapusaunmn Muokapaa ans yny4LleHns nporHo3a nauueHTos.
B psne uccnepoBaHuin coobuianock, 4to npeguktopamu MACCE u
06LLeit CMEPTHOCTU Kak B KPAaTKOCPO4YHOM, TaK 1 B OTZareHHOM nepu-
0fjax HabMAeHNA Y JAHHOI KOropTbl NALWEHTOB, SBNSIOTCA BO3PACT,
XKEHCKMIA non, HeTtonepaHTHocTb K AKLL, Huskas ®©B JIXK (<50%),
MMNMAHTaLMA CTeHTa 663 NIeKapCTBEHHOro MoKPbITMs B cTBON JTKA,
XBIT (ckopocTb Kny6o4koBon hunbTpaumin <60mn/muH), ctapyeckas
aCTeHWs, KOHCEPBATUBHAA Tepanis 1 BbICOKMIA 6ann (= 33) no wkane
pesugyanbHbii SYNTAX score [23, 24, 28, 30, 31, 33, 37-40]. o aaH-
HbIM MHOrO(DAKTOPHOrO PErpecCMOHHOr0 aHann3a y Hallein KoropTbl
naumnentoB npegukropamun MACCE 6binn XBI1, XOBJ1/bponxuanbHas
acTma, BbiCOKMiA 6ann no wkane EuroSCORE II, Hanu4ne pecTeHo3a u
YMEPEHHbIN/BbIDKEHHDBIA KanbLWHO3 KOPOHAPHbIX apTepuit. B page
nyénukauuax Takxe coobLuanock, 4o XOBJ1 1 pecteHo3 B paHee UM-
MNAHTUPOBAHHBIX CTEHTAX COMPSKEHO C BbICOKMM PUCKOM PA3BUTKSA
HebnaronpusaTHbIX cobbITUIA nocne YKB B 0TAANeHHOM nepuoje Ha-
6ntopenus [40, 42, 43]. TToMUMO 3TOr0, U3BECTHO, YTO NPY KanbLMHN-
POBAHHOM MOPAXEHUM KOPOHAPHOTO Pycnia ONTUMANbHbINA Pesyrbtat
NPy UMNNAHTaLWN CTEHTA JOCTUIAETCA CPABHUTESIbHO PESKO 1 Tpeby-
T NMPUMEHEHUs: JONONHUTENbHbLIX YCTPONCTB ANs ONTUMU3ALMM pe-
3ynbTatoB YKB. Takum 06pa3oM, BbICOKAs 4acTOTa HEAOPACKPbLITUSA
Wunu Mananno3vumm CTeHTa Npu KanbLUHUPOBAHHBIX NOPAKEHUAX
Cnoco6CTBYET YBEINYEHMIO YUCIA TPOMOO30B, PECTEHO30B U HECO-
CTOATENbHOCTU LIENIEBOT0 NOPAXEHMS UMK COCYAA KaK B KPATKOCPOY-
HOM, TaK 1 B OTAANEHHOM Nepuojax HabmioaeHus.

B HacTosLLem nccnefoBaHum BbI6OP B NONb3Y UHBA3UBHOI CTpa-
Teruun 6110 CBA3AHO C MeHbLwMM puckom Hactynnexus MACCE B
1,6 pasa (OP 0,63, 95% [l: 0,46-0,87; p=0,004) B cpaBHEHMM C
KOHCEpBATMBHOI Tepanueid. [TOMMMO 3TOro, 6bIN0 BbLISBEHO, YTO
MoJTHas peBackynsapu3auns cHinkaet puck HactynneHus MACCE B
3,7 (1,5-10,0) pasa B CpaBHeHMN C HEMOJSIHON peBackynspuaaumen
p=0,005. OgHaKo NpuHUMAs BO BHUMAHWE OTHOCUTENbHO HEOONb-
LLIOe KONMWUYeCTBO NALMEHTOB C MOJSTHOW peBackynapusaumein muo-
Kapfa W LuMpoTy [OBEPUTENIbHOrO MHTEpBaNa nocnejHee YTBepX-
[eHne creflyeT WHTepPnpeTMpoBatb C OCTOPOXHOCTbIO U Tpebyet
LOMNOHUTENbHBIX NOLTBEPXAEHMIA.

Takxe, CneflyeT 0TMETUTb, YTO B FPpynmne UHBA3UBHOW CTpaTerum
0TMEYanocb CTaTUCTUYECKN U KNUHUYECKN 3HAYUMOE YNyyLUeHue
BbIPAXXEHHOCTU CTEHOKAPAUN HANPSHKEHUs B OTLANIEHHOM Nepuoge
HabNOLeHNs B CPaBHEHUMN C KOHCepBaTMBHON Tepanuen (p=0,001).
MonoxurenbHoe BnusaHWe YKB Ha KNWHUKY CTEHOKapAuu Hanps-
XKeHWS 6bIN0 HU pas NPOAEMOHCTPUPOBAHO B pAJe UCCNEeJ0BaHUA,
OHAKO Mano M3y4eHo Yy AAHHOW KOropTbl naumentos [9, 43-45].
B npocnektusHom wuccneposanun A.C. Salisbury et al. (2023),
BKJT04aBLUEro 726 NaLMeHTOB C MHOTOCOCYAMCTLIM MOpaXeHUem
KOPOHApHOro pycna, HeTonepanTHbix K AKLL 4epe3 6 mecAles Ha-
6ntofennsa nocne YKB 6bI0 OTMEYEHO [AOCTOBEPHOE YIy4lleHue
KayecTBa XM3HM U KNNHUYECKOrO CTaTyca NauneHToB, BKMOYEHHbIX
B uccnefosaHue [27]. NoaBoas UTOr HACTOSLLEro 3Tana uccnemo-
BaHUA, Crejyer NofYepKHYTb NONOXKEHUE O TOM, YTO MHBA3MBHASA
CTpaTterus y nauueHToB ¢ MHOrOCOCYAMCTbIM NOPaXKEHUEM KOpo-
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CPABHUTEJIbHAS] OLJEHKA OTHAJTEHHbIX PE3Y/TbTATOB YKB V1 OMNTVIMASIbHOV MEOQVKAMEHTO3HOW TEPAIM

Y MALVIEHTOB C MHOIroOCoCyANCTbIM NMOPAXXEHWEM KOPOHAPHOIO PYCJIA

HapHOro pycna u HetonepaHTHelx K AKLL no3sonser ynydwutb
BbIPQXXEHHOCTb CTEHOKApAMW HanpsXKeHWs U CHWU3UTb 4acToTy
MACCE B oTmaneHHoM nepuofie HabMiofeHNs B CPABHEHUN C KOH-
cepBaTMBHOI Tepanueid. NMoMUMo 3TOro, HEOHXOAMMO NPOBOAUTHL
6osee TLIATENIbHOE AMCMAHCEPHOE HabMIoOfeHUe 3a nauueHTamu,
NMeoLLMMK (haKTOPbl pUCKa He6M1aronpUATHBIX COBLITUIA C LieNbio
YNyYLLEHNS 0TAANIEHHOrO NPOrHo3a.

OrPAHW4EHUNA

Heobx04MM0o OTMETWTb, YTO NPeACTaB/IeHHOe WUCCNe0BaHNe
NMEeT HeKOTOpble OrpaHnyeHus. OOHUM M3 OrpaHnyeHnin ABNAETCA
PETPOCMEKTUBHbIA XapakTep NccneaoBaHus. K orpaHuyeHnam me-
LVKaMEHTO3HOM Tepanun MOXHO OTHECTW OTCYTCTBWE KOHTPOSb-
HbIX HabM4eHN 38 3 HeKTUBHOCTbLIO KOHCEPBATUBHOM Tepanuu,
a WMEHHO OTCYTCTBME KOHTPONS OLIEHKW YacTOTbl HOCTUKEHUS
LieneBbIX YPOBHEN apTepuansHoro fasnenus (<140/90 mm prt. cT.)
1 XONECTep1Ha NMNONPOTENHOB HU3KOW NAOTHOCTM MOCNE NPOBe-
LeHHOro neyenus. NomMMMo 3TOro, K NpoLesypHOMY OrpaHuYeHmMto
CneayeT OTHECTU HU3KYI0 4acTOTY NMPUMEHEHUS BHYTPUCOCYAUCTOM
Buayanusauun (1,9%) n TexHonoruin, cnoco6eTBYOLLMX MOANGM-
Kauum atepocknepoTuieckux bsLlek KOPOHapHbIX apTepuit K um-
nnaHTaumm credta (6,1%) (poTaunoHHas aTepakToMus, PexyLume
GannoHbl U Ap.), NOTEHLMANbHO NO3BONAOLMX ONTUMU3UPOBATL
pesynbTathl YKB 1 yBENUYNTL HACTOTY Kak NMpOLIEAYPHOrO YCnexa,
TaK W NONMHOTY pesackynapusauun muokapga. K gpyrum orpaqu-
YEHWSIM MOXXHO OTHECTW OTCYTCTBUE aHKETMPOBAHHOIO OMPOCHUKA
L5 OLEHKM Ka4eCTBa XXM3HU NALMEHTOB [0 U NOCIIE NPOBELEHHOr0
neyeHus.

3AKJHO4EHUE

MHBasusHas ctpaterns (YKB+OMT) y naumeHTOB ¢ MHOroco-
CYAMCTbIM MOPaXXEHWEM KOPOHAPHOrO pycna U HeToNepaHTHbIX K
AKLL, conpoBOXXaaeTcs BbICOKOW YaCTOTOW NpoLeaypHOro ycnexa
1 HN3KOW YaCTOTOM BHYTPUIrOCNUTANbHBLIX OCIOXHEHWIA. PeBacky-
napm3aums muokapaa metogom YKB y AaHHOM KOropThl NaLUeHTOB
NPUBOANT K CTATUCTUYECKI 3HAYMMOMY CHUMKEHMIO YaCcTOTbI Pa3Bu-
™ MACCE 1 cepae4Hoin cMepTHOCTM B OTANeHHOM Nepuoje Ha-
6M00EHNS B CPABHEHUM C KOHCEpPBATUBHOW Tepanuen. lpeaukTo-
pamu MACCE B oTaaneHHom nepuoje HabntoaeHus aenstotcs XbI,
XOBJ1/ bpoHxumanbHas actma, Bblcokuid 6ann no wkane EuroSCORE
I, Hann4Yme pecTeHo3a U YMepeHbIii/BbipaXeHHbIN KarbLWMHO3 KO-
POHApHbIX apTepuit. Heo6xoauMbl AONONHUTENbHbIE PaHAOMU3M-
POBaHHblE WCCNefOBaHWA [N Bbl6OpPA ONTUMANbHOA CTpaTeruu
NeYeHNs y JAHHOI KOropTbl NALMEHTOB.
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PE3HOME

BeepeHue. MatoreHe3 KOPOHAPHOTO CUHOPOMA MEANEHHOro MOTOKAa W ero 06-
paTMMOCTb [0 KOHLA HE M3Y4eHbl, YTO 3aTPYAHSAET NEYeHne Takux naumeHTos. B
nocrneaHee Bpems NosBAETCA BCe 60MbLUE CBUAETENLCTB TOTO, YTO BOCNANEHMe
UrPaeT BAXHYKO POMb B BO3HUKHOBEHMM 3TUX CUHAPOMOB. Lje/ib. YCTaHOBNEHME
(PYHKLMOHANBHOMO MK (DUKCUPOBAHHOTO XapakTepa 3amefnieHnst KOPOHAPHOro
KPOBOTOKA W BO3MOXHOI 06PATUMOCTU TaKUX USMEHEHMI HA MOLENN XPOHMYe-
CKOro BoCnaneHus.

Martepuan n metogpl. B uccnegosaque 6b110 BKNOYEHO 19 60NbHLIX NErOYHbIM
Ty6epKyne3om C npusHakamu 3amefiieHnst KOPOHAPHOr0 KPOBOTOKA MO JaHHbIM
KOPOHapHOi aHrnorpaduu. [ins oLeHKM CKOPOCTU LBUXKEHUS PEHTTeHOKOHTpACT-

HOro BELLECTBa 1CMONb30BaNach MoauuumpoBanHas wkana TIMI. [ing oueHku
006paTMMOCTI 1 BO3MOXXHOIO (DYHKLIMOHANBHO0 XapakTepa M3MEHEeHWI BCe aHru-
orpacu4eckue UCCNefoBaHNs BbINONHANUCH [0 W NOCNE MHTPAKOPOHAPHOTO BBE-
aexns 100 Mkr HuTpornmnuepuHa. OugHUBanuCh BANSHWE NPOTMBOTYOEPKYNE3HON
XMMUOTEPANUN U XUPYPTUYECKOrO NEYeHUs.

BbiBogbl. CUHAPOM MEANEHHOr0 KOPOHAPHOIO NOTOKA Y NALNEHTOB, BbIABNAEMbINA
Y NALUNEHTOB C A7IUTENbHO TEKYLUUM XPOHUYECKUM BOCNANEHUEM B BOMbLUMHCTBE
CIly4aeB HOCUT He (DYHKLMOHAMbHbIN, @ PUKCMPOBAHHBIA XapakTep. KoHcepBsaTue-
HOE WK XUPYPTUYECKOE NeYeHNe, HaNpaBeHHOe Ha SNMMUHALMIO UCTOYHIKA BOC-
NanuTeNbHOTO 0TBETA, HE CONPOBOXAAETCA HOPMANN3ALMEN KOPOHAPHOTO NOTOKA.

Kntouesble cNoBa: CuHIPOM 3aMefNIeHHOr0 KOPOHAPHOMO KPOBOTOKA, CUHAPOM X, CuHapom Y

Bknap aBTopoB. Bce aBTOpbI COOTBETCTBYIOT KpuTepuam astopcrea ICMJE, npu-
HAManM yyactue B MOArOTOBKE CTaTbi, Habope marepuana u ero o6paboTke.
ABTopckuit Bknag (no cucteme Credit): BoiHoB A.B. paspabotka TekcTa, Habop
matepuana, MoHTax; 3sepes O.I. — KOHLeNUWA cTatbu, AN3aH MCCNe0BaHNS,
paspaboTka TeKCcTa, Habop Marepuana, YTBEPXAEHUe OKOHYATENbHOr0 BapuaHTa
cTatbi; J1a3apes C.M. — KoHUeNUWs CTaTby, AM3aH MCCNEAO0BAHMS, YTBEPKOEHNE
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KoHdhnukT uHTepecoB. Bece aBTopb! 3asBNAKOT, YTO Y HUAX HET APYriX OTHOLLEHWNA
UK [eSTeNbHOCTW, KOTOPbIE MOrK Obl MOBAMATL HA NPEACTABNEHHYIO PaboTy.

P</ VOINOVALEX@MAIL.RU

My6nnKauma NoAroTOBNEHa B MHULMATUBHOM NopsiaKe. ViccnefoBaHue HOCUT pe-
TPOCMEKTUBHBIl XapakTep. ABTOPbI 3astBNAT 06 OTCYTCTBUM KOHMNKTA UHTEPE-
OB, MOTYLLX NOBANATL HA MHEHWE aBTOPOB. B CTaTbe OTCYTCTBYHOT CBEAEHMS, He
noanexatue ony6nukosaHuto. CTaTbsi MPOLLNA NPUHSTYIO B XXYpHane npoLeaypy
PELIeH3NPOBaHMS.

OuHaHcupoBaHme. Bce aBTOpbI 3asBNSIOT, YTO HE MOMyYanu (MHAHCOBOW Mof-
TEPXKM OT KaKoi-N60 OpraHv3aLyu Ans BbINONHEHWUS NPEACTABNEHHON pabdoThl.
Bce aBTOpLI 329BNAIOT, YTO B HACTOALLIEE BPEMS UMY B Te4eHINe NPEAbIAYLLNX TPEX
NET Y HUX He 6bIN0 (HUHAHCOBBIX OTHOLLIEHNIA C KAKUMU-TIMGO OpraHU3aLnaMi, Ko-
TOPbIE MOFMM 6bl 6bITb 3aUHTEPECOBAHBI B NPE/CTABNEHHOI paboTe.

WHdhopmauws u cobntogeHne aTHieckux Hopm. VccrejoBaHue BbIMOMHEHO B COOT-
BETCTBUY C MPUHLMNAMI XenbCUHCKOM Aeknapauui. OT KaXI0ro nauueHTa nomny-
YeHO MHCHOPMUPOBAHHOE COTMacue Ha NPOBeJEHNE UCCTIENOBaHWS.
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SUMMARY

Introduction. The pathogenesis of slow flow coronary syndrome and its reversibility
are not fully understood, which makes it difficult to treat these patients. Recently,
there has been increasing evidence that inflammation plays a significant role in
the development of these syndromes. The aim of this study was to investigate the
functional or fixed nature of slow coronary blood flow and the potential reversibility
of these changes in a chronic inflammation model.

Material and methods. The study included 19 patients with pulmonary tuberculosis
who had signs of slowdown in coronary blood flow according to coronary
angiography. A modified TIMI scale was used to assess the rate of movement
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of the radiocontrast agent. To assess the reversibility and possible functional
nature of the changes, all angiographic studies were performed before and
after intracoronary administration of 100 pg of nitroglycerin. The effects of anti-
tuberculosis chemotherapy and surgical treatment were evaluated.

Conclusions. The syndrome of slow coronary flow in patients with long-term
chronic inflammation is not functional in most cases, but rather fixed. Conservative
or surgical treatment aimed at eliminating the source of the inflammatory response
is not accompanied by normalization of coronary flow.
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HEKOTOPbIE OCOBEHHOCTV KOPOHAPHOIO CYIHOPOMA MELJIEHHOIMO NOTOKA

Y BOJIbHbIX C TTUTESIbHO TEKYLLVIM BOCIIAJIEHVIEM

BBEJIEHWE

3ameaneHne KopoHapHoro Kposotoka (3KK) ¢ KnuHuYeckumm
WM MHCTPYMEHTANbHBIMU NPU3HAKAMU CTpafaHus MUOKapLa Bbl-
ABMAETCA HE TONbKO Y XEHLUMH B NOCTMEHONay3ansHoM nepuoje
(cungpom X), HO Uy MyX4uH (cungpom Y) [1]. Mpennonaraercs
naToreHeTU4eckas ponb Jeuunuta 3CTPOreHOB, MOBbILIEHHbINA
YPOBEHb MOLLHOMO COCYLOCYXXMBatOLLEro pakropa aHAoTeNnHa-1,
BOBJIEYEHHOCTb BOCMANMTESNIbHBIX MEXaHU3MOB, 3HLOTENMaNbHas
ANCHYHKLMA Ha MMKPOCOCYOMCTOM YpoBHE. B nocneaHee Bpems
nosiBNsieTCa BCe 6ONblUe [OKA3aTeNbCTB TOrO, YTO BOCManeHue
UrpaeT BaXKHY0 POSib B MHULMALMK 3TUX CUHAPOMOB [2]. TaK y aTuX
nauueHToB 66110 06HAPYXEHO NMOBbILLEHHOE KOMINYECTBO NeRKOoLM-
TOB M MOHOLMTOB MO CPABHEHWIO C KOHTPOJIEM, 3Ha4UTENbHO 6onee
BbICOKME YPOBHW C-peakTMBHOro 6esika W NpOBOCMANUTENIbHOIO
LMTOKMHA UHTEpNenknHa-6 nnasme kposw [3]. Kayapinar u coasr.
(2019) [4] BbIABUNYU NPSMYIO KOPPENALMIO MEXAY BOCNANIUTESbHbI-
MU 6UOMapKepamn (COOTHOLLIEHUEM (DMBPUHOreHa K anbByMuHy
1 BbICOKMX YpoBHEN CPB K anbBymuHy) U Hanuuuem u TXKECTbo
3KK, 4TO yKa3bIBaeT Ha BaXKHYIO POSib BOCMANMTENILHOrO OTBETA B
naToreHese [aHHOro cUHApPOMa. KOpoHapHbIA CUHAPOM MenJieH-
HOr0 NOTOKA ABMAETCA LOCTATO4HO PESKON NaTosoruei, a atunuy-
HOCTb K/IMHWUKW HEPEAKO YCNOXHAET AWMArHOCTUKY NoJo6HOro Co-
CTOSIHWA. PaHee Halieid rpynnoi npu peTpocnekTUBHOM aHanu3e
646 KopoHaporpauyecknx UccnefoBaHniAi Gbisio BriepBble 06HA-
PYXXEHO KpaTHOe yBenu4yeHue BbiBNEHUS DEHOMEHA 3amMeaneHus
KOPOHAPHOro KPOBOTOKA Y B0JIbHBIX IErO4YHbIM TYOEepKye3om [5].
MaroreHe3 aTux (DEHOMEHOB [0 KOHLA HE U3YYeH, YTO 3aTpyaHAeT
neyeHne Taknx NaLmMeHTos [6].

Llenbto HacTosLleil paboTbl ABMMOCHL YCTAHOBNEHWE (DYHKLMO-
HaNbHOr0 UM PUKCUPOBAHHOIO XapakTepa 3ameaneHns KOpoHap-
HOr0 KPOBOTOKA 1 BO3MOXXHOI 06PaTUMOCTI TaKUX M3MEHEHWIA Ha
MOZESIN XPOHUYECKOro BoCnaneHus.

MATEPWAN U METO[bI

KOpOHApHbIA CUHAPOM MELJIEHHOr0 MOTOKA M3yvancs Ha Mo-
Lenn XpOHUYECKOro BOCNaneHus (60SbHble NEroYHbIM Ty6epKy-
ne3om). Hactoslee uccrefoBaHWe HOCWUT PETPOCMEKTUBHbIA Xa-
pakTep. bbinn NpoaHanu3npoBaHbl pesynbTaTbl KOPOHaporpadum
y 83 60/bHbIX C BEPUGULMPOBAHHBIM JIErOYHbIM TYOEPKYNE30M K
KNUHNYECKUMMN NPOABIEHNAMM ULLIeMNYecKoil 6051e3HN cepaua. B
ncenefoBaHne 6bI10 BKIKOYEHO 19 60SbHBIX IEFOYHbIM TYOEpKY-
Ne30M C Npu3Hakamu 3ameaneHuns KopoHapHoro kposoToka (3KK)
NO JaHHbIM KOPOHAPHOM aHruorpadguu. Bee naumeHTsl, BKITIOYEH-
Hble B rpynny, 6blIM CUMNTOMHbIMKA W (MNIK) BEMOHCTPUPOBANY
npexoasiune uwemuyeckne nameHeHus 3KI npu CyToyHOM Mo-
HUTOopupoBanun IKI. BbinosHeHne Harpy3o4HOro TeCTUPOBAHMS
Ob1110 3aTPYLHUTENBHO C Y4EeTOM OCHOBHOM natonoruu. Kputepuem

Ta6nuua 1. dopmbl Ty6epkynésa NErkux y nauueHTos [cOGCTBEHHbIE

AaHHble]

Table 1. Forms of pulmonary tuberculosis in patients
[own data]

S
JINCCeMUHMPOBAHHIA 4
VIHGounbTpaTUBHLIN 1
®n6PO3HO-KABEPHO3HBIN 12

Oy4aroBblit 1

Hble chopmbl 1

Bcero 19
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UCKITOYEHNA U3 UCCNeloBaHMS BbIf0 HaNM4me CTEHOTUHECKUX 13-
MEHEHN KOPOHAPHbIX apTepuin MNK1 GOKOBLIX BETBEN MO AAHHLIM
KOPOHApHOW aHruorpacomn. KnumHWYeckas XapakTepucTika nauu-
€HTOB NnpefcTaBneHa B Tabnuue 1.

[ns oueHku ckopoctu asukeHns PKB ucnonb3oBanacb Moau-
(huumposanHas wkana TIMI [7]. YuuTbiBanacb CKOpOCTb aHTerpag-
HOro nocTynnenns PKB ot npokcumansHoro cerMeHTa o auctane-
HOTO W MOJSIHOTO 3anoJSIHeHWA nepudepun LIeNeBoNn KOPOHAPHOI
aptepuu. 3amefsieHUeM CHMTANOCh CKOPOCTb BbiBefeHus PKB,
NpeBbILIAOLLAA UK paBHas 4 cepAeyHbIM LuKnam. B cpenHem no
rpynne oHa cocTasuna 6,4+0,26 (M+SE) ceppeyHbix umnkna. G ue-
Tbl0 OLIEHKM (PYHKLWNOHANTLHOTO UM (OMKCUPOBAHHOO NOPaXeHMs
1CNONb30BaN0OCh MHTPAKOpOHapHoe BeefeHne 100 MKr HUTpOrnu-
LieprHa C NOCNeayoLLIMM NOBTOPHbLIM KOHTpAcTUpoBaHnem. C yye-
TOM PeLKOCTM 3TOM NATONOrnK, 0TAENbHO BbIAENUTL NOArPYNMbI N0
CTENEHN 3aMeAneHuns L1 NOCnefyIoLLero cTaTucTMYecKoro aHanm-
3a He NpeACcTaBANOCh BO3MOXHBIM.

PE3YJIbTATbI UCCNEOBAHNA

Bce 60nbHble [EMOHCTPUPOBANA NPU3HAKK BOCNANINTENbBHBIX W3-
MEHEHUIA B KNUHUYECKMX 1 BMOXUMUYECKMX nccnenoBannsx. Cpen-
Hee 3HayeHune CPB B uccnemoBaHHoI rpynne coctasuno 8,1+8,7
Mr/n, a yposeHb chubpuHoreHa 4,8+1,5 r/n. 6 nauyweHtoB u3 19
60JbHbIX HA MOMEHT BbIMOHEHWS UCCNe0BaHNs Obln 6aKTepuo-
BblAENMTENAMUN. KONMYECTBO NMOPaXKEHHbLIX CErMEHTOB JIErKMX 6bINo
oT 1 1o 12 (cpeaHee 3HadYeHune nopaxeHuns 6,6+3,3 cermenta). [gy-
CTOPOHHEE NOpaXXeHue nerkux Habnganock y 13 nauneHTos u3 19
60/bHbIX. OYHKUNA BHELUHEr0 AblXaHus: cpegHee 3HaveHue XKEJ
coctaBuno 80,7+31,3%, a cpeaHee 3HaveHune ODB1 83,6+26,2%.
Mo pesynbTatam 3xokapanorpapruyeckoro UCCNefoBaHNs 0TMeYa-
N0Cb MOBbILLIEHNE CUCTONNYECKOrO AaBNEHUS B IEFOYHOI apTepun
(29,17,7 mm pT. CT.)

Mocne BeepeHns 100 MKr HUTpOrnuMUepuHa OUKCMPOBAHHbIN
(Heo6paTUMbIA) XapakTep U3MeHeHW A coxpaHancsa y 18 60MbHbIX
13 19, X0T4 TeHAEHLMA K YCKOPeHuto apumxeHuns PKB Habntoganack
y 8 naumeHTOB, He NpeBbILLAOLWan 1 cepaeyHoro UMKna, u He fo-
CTUrLLas JOCTOBEPHBIX CTATUCTUYECKNX 3HA4YeHni (p>0.05). Jlnwb
Y OJJHOrO NaLeHTa BBEAEHNE HUTPATOB NPUBENO K NOMHON HOpMa-
nn3auun ckopocti asuxeHns PKB. Takum 06pa3om UKCUPOBaH-
HbI XapakTep U3MeHEHWA ObIN BbISBAEH Y NOAABNSANLIEr0 YMCna
naunenTos (18 HabnaeHnit n3 19), Npu aToM pasnuynini Mexay
GaumnnosbigenuTensmu 1 abaunnnapHbIMi 60SIbHbIMI BbISIBIIEHO
He 6bIno.

Bce 6onbHbIe nony4anu npoTUBOTY6EPKYNE3HYI0 Tepanuio (Tabn. 2).

Ha choHe nonyyaemon Tepanum NPU3HAKOB TEKYLLIET0 NOPaXKeHuUs
MUOKapa He 6b1s10 BbIABNEHO (He 6bIfI0 MOBbILLEHUS YPOBHSA TPO-
MOHMHA 11 TPAHCAMMHA3), NPU3HAKOB BbIPAXKEHHOW CUCTONMYECKOI

Tabnuua 2. Jleyenne KapaHOTOKCMYHOW NPOTMBOTYOEPKYNESHON
XvumuoTepanuen [co6CTBEHHbIE flaHHble]

Table 2. Treatment with cardiotoxic tuberculosis chemotherapy
[own data]

Konunyecrtso

JlexapcTBeHHbIe npenaparb! NALMEHTOR

HeT KapanoTOKCMYHbIX NPenapaTos
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1
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@TOPXUHOMOHBI + /I30HMa3ng 2

1

Bcero



SOME FEATURES OF SLOW-FLOW CORONARY SYNDROME
IN PATIENTS WITH LONG-TERM INFLAMMATION

LVCAYHKLMN TaKkxKe He Obifio BbIABMNEHO, XOTH TEHAEHUMUSA K CHUM-
XeHuo dopakuun Beibpoca 6bina y 7 nauueHtos u3 19 (cpeaHee
3HayveHne 55,1+7,3%). YetBepo nauuenTos n3 19 nepexecnu one-
paTMBHOE BMELLIATENbCTBO (11063KTOMUS, 6UN063KTOMMS). Hecmo-
TPA Ha yCTpaHeHue NHEKLMOHHOro 04ara, KopoHaporpagus npo-
BELleHHas B CPOKW OT 2 [0 5 NET BbISBUNA HANNYME 3AMELTIEHHOTO
KOpPOHApHOro KPOBOTOKA, YTO CBUAETENIbCTBYET O HEoB6paTuMbIX
W3MEHEHMAX B MUKPOLMPKYNATOPHOM pYyCIe Y 3TOil KaTeropuu na-
LINEHTOB.

OBCYXIEHWE

WccnegosaHus nocnefHNX NeT BbISBUIYM NOSBNIEHWE KOPOHAPHO-
ro CUHAPOMA MELJIEHHOr0 NOTOKA He TOMbKO Y XKEeHLLMH B NOCTMe-
HOMayse, HO U Y MOMOAbIX MYX4UH, C KMHUYECKUMU NPOSABNEHU-
MU CTEHOKapAMM NOKOS, NpU3HaKamMu uwemMun 6e3 Harpysku Ha
9KT 1 HOpManbHbIM Harpy304HbIM TECTOM. 3aMearneHne KopoHap-
HOr0 KPOBOTOKA MPU «HOPMarbHbIX» KOPOHAPHbIX apTEPUAX MOXET
coyeTaetca C HebnaronpuaTHbIM nporHo3om [8]. [peanoxeHo
TaKoil aHrmorpaguyecknii peHomeH 3amenfieHUss KOpPOHapHOro
NOTOKA Y MYXXHYWH Ha3bIBaTb KapAuanbHbIM CUHLPOMOM Y, aKLeH-
TMPYS BHUMAHUE HA NOMOBOI NPUHALIEXHOCTM TakuX NaunUeHTOB.
[9]. KopoHapHbIii CUHAPOM MeLJIEHHOr0 NOTOKA NPUHATO CYUTATb
HEe3aBNCUMbIM KnHU4Yeckum coctosnmem [10,11,12]. Hactoawee
uccnegoBaHne NPOSEMOHCTPUPOBANO He (DYHKLMOHANbHBIA (He
Ba30CMACTUYECKNI XapakTep) TakUX W3MEHEHWA y NoJaBnstoLLe-
ro Yucna uccnegoBaHHbIX nauneHTos (y 18 nauueHToB U3 19 Ha-
6N110eHMI). 3TO NPOTMBOPEYUT LAHHbIM, NOAyYeHHbIM C.Alvarez
n H.Siu, 2018, KoTOpbIM YAANOCh Y BCEX NALMEHTOB JOCTUTHYTb
HOPManmM3aLmm CKOPOCTU KOPOHAPHOTO KPOBOTOKA NOCHE MHTPAKO-
poHapHoro BeefeHns HudpeaunuHa [13]. Bo3aMoXHO 3Tu pasnnyns
00YCNOB/EHbI TETEPOreHHOCTbIO KOPOHAPHOIrO CUHAPOMA MeA-
NEHHOro NOTOKa. Hopmanuaauun KOPOHAPHOr0 NOTOKa yAanoch
LOCTWYb TOMbKO Y OAHOTO nauueHTa. Pasnuunit mexay 6auunno-
BbILENUTENAMU W a6aLMNNSPHBIMU 60NbHLIMU HA (DOHE KOHCEpBa-
TWBHOI Tepanuu B Hallem UCCefoBaHNM He YAanoch YCTaHOBUTb.
Takxe He 0TMeYanocb HopManu3aLMm KOPOHapHOro KpOBOTOKA U
nocne XMpypru4eckoro BMeLLaTeNbCTBa, YCTPAHUBLLIEr0 UCTOYHNK
UHGEKLNN.

BbIBObl

1. YV naumeHToB C [ANUTENBHO TEKYLMM XPOHWYECKUM BOCMa-
NeHneM, 06YCNOBMEHHbIM Ty6epKye3oM, KOPOHAapPHbLIA CUHAPOM
MeZNEHHOr0 NOTOKa B 60MbLUNHCTBE CIy4aeB UMeeT Heo6paTUMBbIii
XapakTep Mo AaHHbIM NPO6bI ¢ HUTPOTMNLEPUHOM.

2. KoHcepBaTMBHOE WK XUPYPTHECKOE NEYEHNE, HanpaBieHHO.
Ha ANMMUHALMI0 NCTOYHIKA BOCMANNTENTbHOMO 0TBETA, He COMPOBO-
KOAETCA HOPMANn3aumeil KOPOHAPHOTO NOTOKa.

3AKIHOYEHUE

XpoHW4eckoe BOCNaneHue, NpOABNSIOLLEECH KaK 3KCCYyAaTUBHbI-
MU, TaK U NPONUDEPATUBHLIMU USMEHEHUAMN, Y BONbHBIX C Ty6ep-
KYne3om Nerkux ABNAETCA [OKa3aHHbIM (PakToM. 3TO COCTOSHME
CNYXXWT YO0OHOIN MOLENbI0 ANS U3y4eHUs BOCNANUTENTbHON runoTe-
3bl natoreHe3a heHoMeHa 3ameJIeHHOr0 KOPOHAPHOro KPOBOTOKA.
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PE3HOME

Llenb: uccnenosaxme BKnaga CTUMYNATOPA PacTBOPUMON ryaHUNaTLMKNasel pyuo-
Luryara B 061U 3Gh(PEKT KOMOUHMPOBAHHOIO Jie4eHMA 60JTbHBIX C Heonepabenb-
HOWM XPOHMYECKOI TPOMOOIMOONNYECKON NETOYHOI rnepTeH3nen.

Matepuan u metofibl. B nccnegoBaHue BK0Yanu nauneHToB ¢ HeonepabenbHoi
copmoii XTSI, KOTOPbIM NO3TAMHO HA3HAYANAch Tepanus puoLMryaTom 1 npo-
BOAWIACh TPAHCMIOMUHANbHAA GaNfOHHAA aHrMOMNAcTUKA NEroyHbIX apTepuii
(TNA). NMaumeHTb! 6b1N1 pasgeneHbl Ha 2 rpynibl o 50 Yenosek «Puounryar+TJ1A»
n «TJ1A+Puoumryar». bonbHble rpynnsl «Puounryat+TJ1A» Ha nepsom artane fe-
YeHus nonyyanu JTAT-creuuuyeckyto Tepanuio puoLmMryaTom, nocne Y4ero um
BbinonHsnace cepus TJTA. Maumentam rpynnbl «TJTA+Puoumryar» nposogunach
cepus TJIA, a 3aTem HasHayancs puoumryar. [auneHTsbl NPUHUMANK puoLmuryar
B Te4eHMe 6 MecsLeB B LENeBoil 4o3e 7,5 Mr/cyT B 06enx rpynnax. CpeaHee Ko-
NIMYECTBO BbINOMHEHHbIX 3TanoB T/TA coctasuno 4. KOHTPONbHOE MHBA3WBHOE
N3MepeHne napameTpoB reMoANHaMUKK NPOBOAMIIOCH B TPEX TOYKaX: [0 Hadana
NeYeHns, NOCe NepBoro 3tana neveHns 1 Yepe3 6 MecsLes nocne 3aBepLueHns
BCEro Kypca neveHus.

PesynbTarthbl. Ha (poHe HasHaYeHUs puoLmryara 6bio OTMEYEHO CTAaTUCTUYECKM
3Ha4Mmoe ysennyeHue auctadumum B TGMX Ha 36 m B rpynne «Puoumryat+T1A» n
Ha 17 m B rpynne «TJIA+Puouuryar». BbIsiBNEHO Yny4LleHne OCHOBHbIX remoau-
HaMW4eCKMX NapameTpoB, B YACTHOCTM NOCNE MHULMALIAN Tepani pUOLMryaTom
B rpynne «Puoumryat+TJ1A» BbifBneHo cHkeHne cpJ1A Ha 6 mm pr. ct., JICC
Ha 1,97 e, Byna, B rpynne «T/TA+Puoumryar» oTMeqeHo cHinkerue cpflJ1A Ha 5
MM pT. cT., JICC Ha 1,7 en. Byna. MeHbLuee BnnaHWe Habntoaanoch B OTHOLLEHUM
nokasareneil rasoobmena. lpu cpaBHEHUN JOCTUTHYTBIX PE3ynbTaToB Mo 3asep-
LUIEHUN Kypca NeyeHnst 06e rpynnbl NPOLEMOHCTPUPOBANI XOPOLLNIA 3QEKT OT
KOMOUHWPOBAHHOTO MOAXOLA HE3aBMCUMO OT TOr0, Kakoii Big NieveHuns 6bil NHU-
LIUMPOBAH NEPBbIM.

3akniouenue. Bknag puouuryata nposiBNAETCA B YNyyLEHUN (DyHKLMOHANBHOMO
cTaryca v reMOvHaMUYECKUX NOKasaTenen Kak npyu HazHa4yeHuu npenapara o
nposegeHus cepun TI1A, Tak u npu fo6asneHuu npenapara no 3aBepLUeHnn Kypca
3H[I0BACKYNAPHOI0 NeyeHns. [ocnenoBaTenbHOCTb UHULMALMY METOLO0B NEYeHus
B PAMKax KOMOMHMPOBAHHOTO NOAX0AA CREAYeT ONPeAensTb UHANBULYANbHO.

Kntouesble cnoBa: XxpoHu4eckas TpOM60IMO0NMYECKas NeroyHas runepTeHsns, puoLmuryar, TpaHCAIMUHANbHAs 6annoHHas aHMMONNACTUKA NErOYHbIX apTepuid, TI1A,

KOMGUHWUPOBAHHBII NOAX0/, NOCNEA0BATENLHOE NEYEHNE

KoHdhnukT untepecos. Hasosa V1.E. sBnseTCs rnaBHbIM pejakTopoM XypHana «Es-
pasuickmii Kapanonornyeckuit XypHan», HO OHa UMEET HUKAKOr0 OTHOLLEHUS K
peLLeHnto ony6nmKoBaTh 3Ty CTaTbio. CTaTbs NPOLLNA NPUHATYIO B XYpHane npo-
LieZypy peLeH3npoBaHms. ABTOPbI AEKNAPUPYIOT OTCYTCTBIE SBHBIX 1 MOTEHLMAMb-
HbIX KOH(D/IMKTOB MHTEPECOB WIN NIM4HBIX OTHOLLIEHWIA, CBA3AHHBIX C My6nnKaLmnei
HaCTOALLEN CTaTby.

dunancuposanue. Pa6oTa BbINOHEHA 663 3a4eliCTBOBAHNA MPAHTOB U PMHAHCO-
BOV NOALEPXKKM OT 06LLECTBEHHBIX, HEKOMMEPYECKMX 1 KOMMEDPYECKIX OpraHn3a-
LmiA.

Wuchopmaums u cobnrogeHne ITHYeckux HOpM. ccnedoBaHe BbIMOHEHO B CO-
OTBETCTBUM C NPUHLMNAMU XenbCUHCKOI fieKnapaumn; 0f06PeH0 HEe3aBUCUMbIM
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dmnyeckum komutetom HUW knuHuyeckoii kapauonornm um. AJ1. MscHukosa
@Y «<HMIL kapanonorum um. a. E.W. Yasosa» Muxaapasa Poccuu. OT kaxaoro
nauyueHTa Nony4yeHo MHAOPMUPOBAHHOE COTNAacKe Ha NPOBEAEHE UCCNen0BaHS.
Bknap aBTopoB. Bce aBTOpbI COOTBETCTBYHOT KpuTepusm astopcTea ICMJE, npuHu-
May y4acTie B NOAroTOBKe CTaTbil, HABOPe Matepuana u ero 06paboTke. ABTop-
cKuii Bknag, (no cucteme Credit): AuHesn E.O. — nposeeHue uccnegosaqns, hop-
ManbHbIA aHaNu3, aAMUHCTPMPOBAHNE [AHHbIX, CO3AHNE YEPHOBUKA PYKOMUCH,
CO3[jaH1e PYKOMUCK 1 ee pefjakTupoBaxue, Buayanusauus; Janunos H.M. — pyko-
BOJCTBO MCCNe0BaHIEM, AIMUHNCTPUPOBAHIE NPOEKTA, KOHLENTyann3auus, me-
TOL0M0rMA, CO3[aHNe PYKONUCK 1 ee peaakTuposaHue; Yasosa I1.E. — pykoBOACTBO
1ccnenoBaHneM, KOHLENTYanu3auus, co3aaHne pyKonucK 1 ee peakTUpOBaHue.
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THE CONTRIBUTION OF THE SOLUBLE GUANYLATE CYCLASE STIMULATOR
RIOCIGUAT TO CHANGES IN FUNCTIONAL STATUS AND HEMODYNAMIC
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SUMMARY

Objective: to study the contribution of the soluble guanylate cyclase stimulator
riociguate to the overall effect of combined treatment of patients with inoperable
chronic thromboembolic pulmonary hypertension.

Material and methods. The study included patients with an inoperable form of
CTEPH who were treated with riociguat and underwent balloon pulmonary
angioplasty (BPA). The patients were divided into 2 groups of 50 people
‘Riociguat+BPA" and "BPA+Riociguat'. Patients of the "Riociguat+BPA" group
received PAH-specific therapy with riociguat at the first stage of treatment, after
which they underwent several sessions of BPA. Patients of the "BPA+Riociguat’
group recieved a series of BPA, and then riociguat was initiated. Patients took
riociguat for 6 months at a target dose of 7.5 mg/day in both groups. The average
number of completed BPA sessions was 4. A control invasive measurement of
hemodynamic parameters was performed at three points: before the start of
treatment, after the first stage of treatment, and 6 months after the completion of
the entire course of treatment.

Results. Following the administration of riociguat, there was a statistically significant
increase in the BMWT distance by 36 m in the “Riociguat+BPA” group and by 17 m
in the “BPA+Riociguat” group. Improvement in key hemodynamic parameters was
observed: in particular, after initiation of riociguat therapy, a decrease in mPAP
by 6 mmHg and PVR by 1,97 Wood units was observed in the “Riociguat+BPA”
group, while in the “BPA+Riociguat” group, a decrease in mPAP by 5 mmHg and
PVR by 1,7 Wood units was observed. A smaller influence of riociguat was found
with respect to gas exchange parameters. When comparing the results achieved at
the end of the course of treatment, both groups demonstrated a good effect from
the combined approach, regardless of which type of treatment was initiated first.
Conclusion. The contribution of riociguat is manifested in the improvement of the
functional status and hemodynamic parameters both when prescribing the drug
before a series of BPA sessions, and when adding the drug after endovascular
treatment. The sequence of initiation of treatment methods within the framework
of the combined approach should be determined individually.

Keywords: chronic thromboembolic pulmonary hypertension, riociguat, balloon pulmonary angioplasty, BPA, combined approach, sequential treatment
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BKIAL PUOLUUITYATA B USBMEHEHWE ®YHKLWMOHAJIbHOIO CTATYCA V1 TEMOOVIHAMUWYECKVIX MAPAMETPOB

Y NAUVMIEHTOB C HEQIMEPABE/IbHOW ®OPMOW XTI/

BBEJJEHVE

XpoHuyeckas TPOMOO3IMOONNYECKas JIeroYHas runepTeH3mns
(XTOJMT) npeacTtaBnseT coboit ofHy U3 POpM MpeKanuaspHON
neroyHoi runepteHsun (J1IN, passusaroLLytocs BCNeacTBME nepe-
HECEHHOM TpoMB03mMbonNK neroyHoi aptepun (TAJTA) B cnyyae He-
MONHOro NI3nca TPOMOOB 1 Pa3BUTMSA BTOPUYHON aHrnonatuu. Oco-
6eHHOCTbI0 NeveHns XTIJII aBnsieTCs BO3MOXHOCTb MPUMEHEHMSs
HECKOMbKMX BAPUAHTOB NEYEHNS: XMPYPrUYECKOr0, HA0BACKYNAP-
HOr0 U MeAWKAMEHTO3HOr0. «30/0TbIM CTAaHAAPTOM» JIEYEHUS CHM-
TaeTCcA BbINONHEHWE TPOMOIHAAPTEPIKTOMMM U3 NIEFOYHON apTepun
(1TA). B cnyyae npu3HaHusa naumeHTa HeornepabenbHbIM BO3MOXHO
UCMOMb30BaHNE anbTePHATUBHbLIX METOAMK, K KOTOPbIM OTHOCSTCS
TPaHCIIOMUHANTbHAA 6ANNOHHAA aHrMONIACTMKA NEroYHbIX apTepuil
(TITA) u JTAT-cneumdomyeckas Tepanus. Cpeam CeneKTUBHbIX Neroy-
HbIX Ba3011aTaTOPOB NpenapaTom Bbi6opa ABASETCA puoLmryar u3
rpynnbl CTUMYNATOPOB PACTBOPUMON ryaHunaruuknasel (prLl). Kak
KOHCEpPBATMBHbIE, TaK U 3HAOBACKYNAPHbIE METOAbI SIEHEHUA naum-
eHTOB C HeonepabenbHoii dhopmoi XTI npusHaHbl 3PMEKTUBHBI-
MK 11 06N1aJal0T BbICOKMM Npodouniem 6e30MacHOCTH, a UX UCMONb-
30BaHNE 3aKPEMNeHo B KIUHUYECKMX PEKOMEHAUMsSX C BbICOKUM
YPOBHEM [JOCTOBEPHOCTW [0KasaTeNbCT [1—4]. BaHO 0TMeTuTb,
YTO JaHHble METO/bI Ie4eHMs He ABNAOTCS B3aMMOWNCKIIOHAIOLLMMN,
a CKopee JOnOnHAT Apyr apyra. [Mpu aToM, 3HA0BACKyNspHOe neye-
HWe B 60NbLLEI CTeNneHN Crnoco6CTBYET BOCCTAHOBEHMIO KPOBOTOKA
B JIA 1, KaKk cneacTaume, YNyuLIEHNO reMOAMHAMUYECKMX napame-
TPOB, B TO Bpems Kak JIAl-cneumdmyeckmne npenaparbl NPUMEHAH0T-
Csl Ans YMeHbLLEHNS NPOSBNEHUIA BACKyIONaTui.

B HacToslee Bpems NOABAAIOTCA [aHHbIe O COYETaHUM Mano-
WHBA3WBHbIX W TepaneBTUYECKUX METOMOB NEYEHUS C LIeSIblo BO3-
NIeNCTBNA HA HECKONbKO 3BeHbeB nartoreHesa XTAJIT B pamkax
MyNbTUMOJANLHOr0 noaxoda [5]. Oco6bIf MHTEPEC BbI3bIBAET M3-
y4eHue noTeHuMana KOMOWHUPOBAHHOIO fle4eHUs Heonepabens-
HbIX NaUWEHTOB C npumeHeHuem JTAT-cneuuduyeckon Tepanum n
TNA, yunTbiBaa MX PasNUyHbIA reMOAMHAMUYECKUA U (PYHKLMO-
HamnbHbI 3d)hekT. B yacTHOCTU, cucTematuyeckuin 0630p Araujo
C COaBT. NoKasan, 4To BbiNofHeHWe T/1A 1 0HOBPEMEHHBIA Npuem
JIAT-cneundmryecknx npenaparos AeMOHCTPUPYIOT 60OMbLLYIO -
(DEKTUBHOCTb NO CPABHEHUIO C MOHONOAX0A0M [6]. OfHAKO 4ncno
nceneoBaHNi, NOCBALLEHHBIX U3YYEHUIO POSIU KAXXAO0ro MeToja B
KOHTEKCTe MyfbTUMOAANIbHOMO NOAX0AA, OrPaHNYeHO.

Llenbio AaHHOI paboTbl CTano UccneaoBaHne Bknaga CTMMyNATo-
pa pacTBOPMMOIA ryaHunaTuUmMKnasbl puoumuryara B 06Lwmin apgext
KOMOUHMPOBAHHOTO Jie4eHus 60MbHbIX C HeonepabebHOM XPOHM-
4eCKoi TPOMO03IMO0NIMYECKON NEFOYHON TUNEPTEH3NEN.

MATEPWUAN U METO[IbI

Wcenegosarue 6b1n0 BbINONHEHO HA 6a3e OTaena runepToHWN
WNuctutyTa KNnHuyeckon kapamonoruy um. A. J1. MacHukosa ®I'BY
«HMULK um. ak. E.N. YazoBa» MuH3gpasa Poccun. B paboTy 6b1n0
Bknto4eHo 100 naumeHToB cTapiue 18 net ¢ NOATBEPXKAEHHbIM Ma-
rHO30M Heonepa6ensHon XTAJIT. DakT HEBO3MOXHOCTU NpoBeje-
HWS TPOMO3HOAPTEPIKTOMUN ONPESENANCH MyNbTUAMCLMNANHAD-
HOI1 KOMMCCUEN B COCTaBE KapAMONOra, PEHTTeHIHL0BACKYIAPHOIO
Xupypra, cepAe4Ho-COCyLUCTOr0 XUpypra ¢ peLlatolium MHEHNEM
nocnefHero. B uccnefoBaHne BKMOYanuMCb MauneHTbl, KOTOPbIE
umenu cyéerpar ang T/TA 1 y KOTOPbIX OTCYTCTBOBANM NPOTUBO-
nokasaHus Ansa npuema puouuryara. bbinu ycTaHoBNEHb! CReLyto-
LMe KPUTEPUN UCKNKOYEHNS: UHAMBNLYANIbHASA HENEPEHOCUMOCTb
puouuryara, CTolikas BbIPQXEHHas rMnoTOHMS, a TaKXe HapyLle-
HWe OYHKUMKM NOoYeK (Mpu CKOPOCTM KIy604YKOBOW (puUibTpauum
meHee 30 mn/mMuH/1,73M2), TSXKESble anfiepruvyeckne peakunu Ha
MofcomepXallne KOHTPACTHbIe Mmpenapatbl B aHaMHe3e, Tsxenas
CONYTCTBYIOLLASA NATONOMNA, OKa3blBaOLLAs BIUAHME HA MPOTHO3,
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JeKOMMeHcaums CepAeyHoin HeJ0CTaTo4HOCTI, NCUXNYECKNe pac-
CTPOMCTBA, 6EPEMEHHOCTb, NaKTauus.

MauueHTbl 6binn pa3aeneHbl Ha 2 paBHble rpynnbl N0 50 YenoBek.
Kputepuem oT60pa B Ty UM WHYIO TPYNny ABASACA (PakT npuema
puoumMryata Ha MOMEHT BK/HOYEHUS B WCCNEAOBaHMe. bonbHble
rpynnbl 1 («Puoumryat+TJ1A») Ha nepBoM 3Tane nevyeHUs nosny-
yanu JIAT-cneuncdnyeckyto Tepanuio puoLuryatom B CpefHem B
TeyeHue 6 mecsues, nocne 4Yero BbinonHsanace cepus TJ1A B Te-
YeHue 6 mecsLeB 40 AOCTVKEHUS LeNeBoro aHrmorpauyeckoro
pesynbTata. BmeluaTenscTBa NpPOAO/KANUCH, MOKA 0OCTaBaNCs
cybCcTpar Ans 3HA0BACKYNAPHOro NedeHus. lMaumeHtam rpynnbl 2
(«TNA+Pwouuryat»), HanpoTKB, CHa4Yana nposoaunacs cepus TIA
B TeYeHMe 6 MecsLeB, a 3aTeM MHULMMPOBANACh Tepanus pyuoLmry-
aTOM B aHarnorm4Hble CPoOKU.

CTumynatop pacTBOPUMON ryaHUNaTLMKNA3bl puoLuryaT HasHa-
yancs B ctaHgapTHom gose 0,5 mr 3 pasa B cyTku. Tutpauus no3bl
NpoBOAMUNACh MOA KOHTPONEM YPOBHA apTepuanbHOro HaBneHus
(ALl) kaxpble 2 Hegenu ¢ ysenmyeHnem Ao3bl Ha 0,5 Mr 1o Lenesoi
2,5 Mr 3 pasa B CyTKW UK 10 MAaKCKUMarnbHO NepeHOCUMOIA.

TITA BbInonHANach CTaHAapTHbIM crnoco6om. lleped Kaxabim
atanom TJTA peHTreHaHJ0BaACKYNAPHbIA XUPYpr onpefensn noka-
nu3auuio cybcTpata 1 06beM NaHUpyemoro feyeHus. AHrmonna-
CTWKY NPOBOANIM Y4epe3 MoANGMLMPOBaHHbIA gocTtyn (v. Cephalica
unwn v. Basilica). YctaHaBnusanca pagmanbHbli UHTpogblocep 6F,
3aTeM NO3WLMOHUPOBANCS YAMMHEHHbIA HANpaBnALWMA KaTeTep
(125 cm) ona cenektusHon Buayanusauuu seteeit J1A. lo katetepy
3aBOJMIICA KOPOHAPHbIN NpoBOAHUK anametpom 0,014’ u ocyluect-
BNANAch Aunaraums 6annoHamm, paamep KOTOPbIX ONpeaensncs B
COOTBETCTBUW C AMAMETPOM BbI6GPAHHOM 1A BMELLaTeNbCTBa apTe-
puu. Mocne npoueaypbl NaUMeHTbl HabNAANNUCL B Nanate KNMHU-
4eCKOro OTZAENIeHNs, rae UM NPOBOAMMACH HEWHBA3WMBHASA BEHTUNA-
ums nerkux B pexxume CPAP (Continuous positive airway pressure)
¢ nogaepxaHuem aasneHust 10 cm Bof. CT. Ans NpoPUNAKTUKK
penepdy3nMOHHOro NOBPEXAEHNS NEerkux.

KOHTpONbHOE WHBa3WMBHOE WU3MEpeHWe napameTpoB remMoau-
HaMWUKW NPOBOAMIOCL B TPexX To4kax. MauueHTbl nepBoil rpynmbl
(«Puouunryar+T/1A») npoxogunu o6cnefjosaHue [0 Havana ne-
YeHus, Yepe3 6 MecsLeB nocne MHULMaLUM puoumryara, vyepes 6
mecsaLeB nocne sasepiieHns cepum TJTA. MapameTpbl nauueHToB
BTOpOI rpynnbl («T/TA+Puoumryar») oLeHUBanuChL 0 cTapTa neye-
HUA, yepe3 6 mecsaues nocne cepuu TJ1A, a 3aTem Yepes 6 mMecsLeB
nocne fo6asneHus npenapara.

lpoBognnoch HeWHBa3WBHOE W WHBa3WBHOe 06CnefoBaHMe
naumenToB. Onpegensncs (OYHKUMOHANbHbIA CTATyC NauWNeHTOB
(dbyHKuMOHanbHbIA Knace (PK), pe3ynbTartbl Tecta 6 MWHYTHOI
X0AbObI, ypOBEHb MO3rOBOr0 HaTpuiypeTuieckoro nentuga (BNP).
BbinonHanace axokapguorpadus (9xoKlr) ¢ namepeHuem pas-
MepOoB MpaBblX OTAENOB CepAaua (NNoWaab NpaBoro npeacepaus
(1)), cUCTONMYECKOro U CPeAHEero AaBfieHNs B NIEro4HON apTepun
(CLJTA n cpnA). Takxe oueHuBanacb (YHKUMS NPaBOro Xeny-
[04Ka N0 CUCTONMYECKOM 3KCKYPCMM KOMblA TPEXCTBOPYATOro
knanaHa (TAPSE) n mapkep He6naronpuaTHOro nporHo3a — 0THO-
weHne TAPSE/CLJTA.

MauneHTam NpoBOAWNOCH MHBA3MBHOE ONpeAeneHne nokasare-
nei reMoAMHAMMKN Manoro Kpyra KpoBoo6paLLeHNs U aHrnonynb-
mMoHorpacpumusa (AMT). Katetepusaums npasblX OTAENOB cepaua
(KTIOC) n ANl ocywecTBASAMCL CTaHAAPTHbIM METOAOM B YCNO-
BUAX PEHTreHOMNepaUnoHHOA. BMellaTenbCTBO BbIMOMHANMN C Npu-
MeHeHneM aHruorpadpuyeckux cuctem Azurion 7 M20 unm Allura
Xper FD-10 (Philips). C ucnonb3osauem Karetepa GeaH-laHua no-
CPeACTBOM MPSAMON MaHOMETPMW NOCNe0BaTeNIbHO U3MEpPANOChH
[aBfieHne B MOMOCTM NPaBOro npejcepamns, NPaBoro Xenyaouka,
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NEroYHOM apTepui, a TaKXe [ABNEHWE 3aKNUHUBAHUS NEr0YHON
aptepum (J3/1A). OueHka catypaumm CMELLaHHOR BEHOSHOM Kpo-
BM NPOBOAMNIACL C MOMOLLbIO UCCNEA0BaHNS Npo6bl KPOBU U3 fNe-
rOYHOW apTepuu NopTaTUBHLIM aHanusatopom |-STAT. 3a ypoBeHb
caTypauun apTepuanbHOM KpOBI NPUHUMANOCh 3Ha4YeHne, onpeae-
nseMoe nabLeBbIM MySbCOKCUMETPOM B MOMEHT 3a60pa KpoBM U3
neroyHoit aptepun. CepaeyHblit BbIGpoc (CB), cepaeyHbIi HAGKC
(CW) n nero4Hoe cocyancToe CONpoTUBNEHWE PACCHUTBIBANN C UC-
NONb30BaHNEM HENpAMOro Metoaa duka.

CTATUCTUYECKMWIA AHANN3

[ina onucaHns KONMWYeCTBEHHbIX LaHHbLIX MCMOMb30BaNach Me-
LnaHa ¢ ykasanuem 1-ro u 3-ro ksaptunen (Me [Q1; Q3]). Karte-
ropuanbHble nepemMeHHble NpefcTaBfieHbl B BUAE aBCOMOTHbLIX
3HAYEHWI1 N OTHOCMTESTbHbIX 4acTOT. CpaBHEHNE KONUYECTBEHHbIX
N KQYeCTBEHHbIX NEPEMEHHbIX B [IBYX 3aBMCUMbIX BbIGOpKaxX npo-
BOAWMNOCH C NOMOLLBK KpuTepus BunkokcoHa. ConocTaBnexue
KONNYECTBEHHbIX MOKa3aTeseil B ABYX HE3aBUCUMBbIX rpynnax npo-
BOAMNOCH ¢ nomoLLbto U-kputepus ManHa-Yuthu. nq cpaBHeHus
Ka4eCTBEHHbIX MOKa3aTerneil B IBYX HE3aBUCUMbIX FPYynnax BbInon-
HANCS aHanM3 NPOM3BOSbHbIX TABANLL CONPSPKEHHOCTM C UCMONb30-
BaHMeM Kputepus xu-keagpar. CTaTMcTMYeCKM 3HaYUMbIMKM CHNTA-
nmcb pasnnyus npu p < 0,05. CTaTMCTUYECKMIA aHAaNN3 NPOBOLMIICS
C NOMOLLbI0 PeaakTopa anekTpoHHbIX Taénuy Microsoft Excel 2019
1 nporpammMHoro naketa Statistica 14.0.0.15.

PE3YJIbTATbI

Mpynnbl 1 «Puouuryat+T/1A» n 2 «TJTA+Puouunryar» 6binu co-
NOCTaBKUMbI MO MOSIOBO3PACTHOMY COCTaBY: B rpynne 1 My»4uHbl
coctasunu 58%, a cpefHuii Bo3pacT uccnenyemolx 6bin 61,5 net
[50,5; 68], B rpynne 2 Ha MYX4uH Npuxoaunocb 54%, cpegHun
Bo3pacT 6bi1 paseH 59,5 rogam [53,0; 69,75]. QuarHo3 XTaJr
ObIn BbiCTaBneH Yepes 12,0 mec [9,0;18,75] oT nosBNeHMs CUMNTO-
MoB B rpynne «Puouuryat+T/1A» u 11,0 mec [6,0;24,0] B rpynne
«TNA+Puoumryar» (p=0,335).

MegaunaHa pnutenbHOCTM Npuema puoumryara coctasuna 6 [3;12]
mecsLes B rpynne 1 1 6 [6;8] B rpynne 2. MauneHTbl NpUHUMANK
npenapar B Lenesoi fose: 7,5 [5;7,5] B rpynne 1 u 7,5 [6;7,5] B
rpynne 2. CpeaHee KonuyecTso 3tanos TJIA cocTtasuno 4 [3;6] B
o6ewnx rpynnax.

lNpoBoaunacs noaranHas OLEHKA AUHAMUKK nokasaTenei nauu-
EHTOB KaX[10M rpynnbl nocrne HasHavyeHus ctumynatopa plr v npo-
BefeHust ceccuin T1A.

Y naumeHToB rpynnbl 1 («Puouuryat+TJ1A») 0TMeHanochb ysenu-
YeHue npoxoaumon auctaHumm B T6BMX ¢ 343,0 m [271,5; 400,0] mo
379,0 m [300,0; 431,25] (p<0,001) Ha dhoHe Tepanuu puoLuryatom, a
3aTeM fanbHenwee ysenuyenne ao 450,0 m [395,0; 505,0] (p<0,001)
nocre nNpoBefieHNs 3HO0BACKYNAPHOro nedeHus. Mpu nposegeHun
MNO3TANHOro NeYeHns 6bI10 BbIABNEHO yNydileHne OK: 1o neyeHus
cootHoweHue LIEIEIV ©K coctasnano 2,0%:16,0%:36,0%:10,0%,
nocne HasHadyeHus puouuryara — 4,0%:22,0%:64,0%:10,0% (NS).
3Ha4yumoe m3meHeHne OK 6bino BbISBNEHO HA (DOHE BbIMOMHEHMS
TIA (p<0,001). Tak, no 3asepLuenun ceccuit TI1A 14,0% nauueHTos
oTHocunucs K | ©K, 48,0% B Il ®K, 36,0% K Il ®K. OTmeyeHa au-
Hamuka 6MOMapKepOB B BUfE CHUXeHUS ypoBHA BNP ¢ 455,6 nr/mn
[191,9; 784,11 no 192,7 nr/mn [101,5; 512,1] (p<0,001) npu HazHa-
YeHUW puouuryata ¢ fanbHenLlei TeHaeHUMen K CHDKeHuo Lo 89,6
nr/mn [34,8; 164,2] (p<0,001) no 3aBepLueHNN Kypca 3HA0BACKYNAP-
HOro siedeHns. MNpu cpaBHeHWN nokasarenen IXOKI oTMeYeHo no-
CnefoBaTenbHoe YMeHbLUeHUe pa3mMepoB NpasbIX OTAEN0B Cepaua,
B yacTtHocTy nnowagm MM ¢ 26,0 cm? [22,0; 30,4] no 24,0 cm? [19,5;
28,75] (p<0,001), a 3atem po 20,0 cm? [17,0; 25,75] (p<0,001). bbino
NPOJEMOHCTPUPOBAHO YNYYLLIEHWe MPOrHOCTMYECKOr0 Mokasarens

TAPSE/CONA: ¢ 0,18 [0,14; 0,22] o 0,20 [0,18; 0,28] (<0,05) Ha
nepBoM aTare JiedeHuns, 1 nocnegytowlee ysenndeque o 0,36 [0,2;
0,44] (p<0,001) Ha BTOpOM 3Tane. AHanu3 reMoanHaMMYecKnx napa-
METPOB N03B0/WN BbIBUTL CHUKEeHWe CIJ1A ¢ 88,0 mm pr. cT. [80,0;
105,75] no 81,0 mm pr. ct. [69,3; 94,25] (<0,05) Ha choHe npuema
puouuryara, u aanbHeiwee cHmwkeHne GIJTA oo 57,0 mm pT. CT.
[45,0; 75,0] nocne ceccuit TITA (p<0,001). AHanoryHo nposemMoH-
CTpupoBaHo ymeHbLueHne cpJ1A ¢ 54,0 mm pt. cT. [47,25; 58,75]
10 48,0 mm pT. cT. [40,3; 51,75] (p<0,05), Npu KOHTPOSLHOM U3Me-
peHun — 34,0 mm pr. cT. [28,3; 41,0] (p<0,001). Mpurem puoumryata
cnoco6cTeoBan cHmkenuto JICC ¢ 12,47 en. Bypa [9,2; 17,3] mo 10,5
en. Byna [7,5; 12,9] (p<0,05), nposeaeHue TITA AONOMHUTENLHO NO-
3sonuno cHuautb JICC po 5,6 en. Byna [4,4; 9,1] (p<0,001). Takxe
Ha ooHe npuema puouuryara CB ysenuyuncs ¢ 3,65 n/muH [2,9; 4,5]
Jo 3,8 n/muH [3,2; 4,78] (p<0,05), nocne 3HLOBACKYNAPHOIO neYe-
HWA BbISBNEH JabHeMLWNiA pocTt Ao 4,35 n/muH [3,9; 5,4] (p<0,001).
Y1o kacaetcs CU, 6bina Takke 0TMeYeHa AuHaMMKa Ha 060mMX 3Ta-
nax neyvenus. Mocne uHuumauun NAT-cneunduydeckon Tepanun G
ysenuyuncs ¢ 1,9 [1,5; 2,3] n/muu/m? go 1,95 [1,8; 2,5] n/munH/m?
(p<0,05), 60nee CyLLECTBEHHbIE M3MEHEHUA HABNAANNCH NO 3aBep-
weHuu kypca TJ1A B Buge ysenuyenuns CU go 2,2 [1,9; 2,6] n/muH/m?
(p<0,001). Mokasarenn rasoo6MeHa U3MEHUNUCL CNELYIOLMM 06-
pasom: Nocne npuema puoLuryara 0TMeHeHo yBenm4eHue catypauuu
CMeLUaHHON BeHO3HOM kposu ¢ 57,0% [51; 61,8] mo 61,0% [56,0;
64,0] (p<0,05) n aptepuansHoi Kpoeu ¢ 92,0% [90,0; 96,0] go
93,0% [91,3; 96,0] 6e3 cratuctuyeck 3Ha4umoin auHamukm (NS).
Ha toHe nposeneHus ceccuii TITA BbISABNEHO YBeNNYeHUe caTypa-
LMK CMeLLAHHON BEHO3HO KpoBm A0 65,0% [61,3; 68,75] (p<0,001)
1 apTepuansHoi Kposu 1o 96,0% [94,0; 97,0] (p<0,001).

JleyeHne naumeHToB rpynnbl 2 Ha4MHANOCh C NPOBELEHUs Cec-
cuit TITA, a 3aTeM MHULMMPOBaNach Tepanus puoLuryaToMm.

Ha (hoHe npoBeeHHOro KOMBUHUPOBAHHOTO Ne4eHUs 6bINo 0TMe-
YeHo yeeninyeHne gucrtaHumm B T6MX ¢ 325,0 m [275,0; 373,8] mo
434,0 m [370,0; 506,3] (p<0,001), a 3atem go 451,0 m [380,5; 515,75]
(p<0,05). 3aperucTpupoBaHo nocnefoBatenbHoe ynydiweHne OK.
WexomHo I OK, 1l ®K, IV ©K onpegensanuck y 20,0%, 72,0%, 8,0%
MaLNeHToB COOTBETCTBEHHO, NPW 3TOM MALMEHTOB, HAXOAALLMXCS B
rpynne | @K BbisiBNeHO He 6b1n10. Mocne npoBeeHus No3TanHoro 3H-
nosackynapHoro neyvenus yxe 10,0% otHocunucs K | ©K, 58,0% — K
I1®OK, 32,0% -k lll ®K (p<0,001). Mocne nprema Tepanum puouury-
aToM OTMEYeHO JanbHenLlee yny4ieHne hyHKUMOHATbHOrO cTaryca
nauneHTos: | ®K - 16,0%, Il ®K - 58,0%, IIl ®K - 26,0% (p<0,05).
BbisiBNeHa MoCTeNeHHas HOPManU3aLns YPOBHS HaTPUAYPETUHECKMX
nenTuaos B Buae cHxkeHus ¢ 241,25 nr/mn [88,9; 388,3] oo 78,1
nr/mn [43,6; 134,1] nocne ceccuit TI1A (p<0,001), ¢ manbHedwnm
ymeHbLUeHnem ao 61,2 nr/mn [30,8; 123,0] nocne fo6asnequs pu-
ouunryata (p<0,05). PesynbTatbl IXOKI AEMOHCTPUPYIOT YMEHbLLUE-
Hue nnowwaam MM ¢ 25,0 cm? [20,25; 28,4] po 19,5 cm? [18,0; 24,0]
(p<0,001) no 3aBepLUeHUM 3HOBACKYNAPHOIO NeyeHus, a Jobasne-
HWe MeJNKaMEHTO3HOI Tepanum cnoco6CTBOBANO AOMOHUTENBHOMY
ymeHbLeHnto fo 18,8 cm? [17,6; 23] (p<0,05). Kpome Toro, 0TMe4eHo
TAPSE/CINA ¢ 0,21 [0,16; 0,26] go 0,30 [0,26; 0,40] (p<0,001), no-
cne Tepanum puouuryatom — 0,34 [0,27; 0,43] (p<0,05). Mpu oueHke
remMofuHaMU4ecKmx napameTpoB perucTpupyetcs cHxkexue GIMA ¢
86,0 mm pr. c1. [73,0; 103,8] 00 62,0 MMm pT. CT. [52,3; 73,0] (p<0,001)
nocne nposegeHus ceccuit TIIA n 1o 55 mm pr. cT. [45,25; 66,75]
nocne no6asnexns puoumryara (p<0,001) u cpAN1A ¢ 49,0 mm prT. CT.
[41,3; 54,8] no 37,0 mm pT. cT. [33,0; 43,5] (p<0,001), a 3atem o 32,0
MM pT. cT. [28,0; 38,0] (p<0,001). OTMeyeHa NONOXKUTENbHAS AMHA-
Muka npu oueHke JICC. Ha nepsom aTane Ne4eHWUs BbISBNEHO CHU-
xeHue JIGC ¢ 10,97 en. Bygpa [7,85; 13,61] o 6,8 ea. Byna [5,8; 8,3]
(p<0,001), c nocneaytowmm ymeHbLueHuem fo 5,1 en. Byna [4,2; 7,1]
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(p<0,001). 3aperncTpupoBaHo CTaTUCTUHECKN 3HAYMMOE YBENNYEHNe
kak CB (3,63 n/muH [2,95; 4,6] — 4,3 n/muH [3,5; 5,1] (p<0,001) - 4,6
n/muH [3,7; 5,4] (p<0,05)), Tak n CI (1,84 n/mun/m? [1,54; 2,2] - 2,0
n/mun/m? [1,8; 2,5] (p<0,001) — 2,3 n/mun/m? [2,0; 2,6] (p<0,05)). Ha
(hOHE 3HLO0BACKYNAPHOIO NEYEHUs LEMOHCTPUPYETCH HOPMANU3aLms
nokasareneii ra3oo6meHa. Tak, BbisBneHo ysennyerne Sa0: ¢ 93,0%
[91,0; 96,8] no 96,0% [94,0; 97,0] (p<0,001) n SvO: ¢ 57,5% [53,0;
62,8] 1o 65,0% [62; 67,75] (p<0,001). 3HAYMMOr0 ynyyLLeHus noka-
3areneil ra3o06MeHa nocre npuema puoluryara BbiiBNIEHO He 6bIno.
Mpn KoHTponbHOM n3mepeHun Sa0. coctasuna 96,5% [94,0; 98,0]
(NS), a Sv02 - 66,0% [62,0; 68,8] (NS).

Cnepytolmm atanom 6bi710 NPOBELEHO CPaBHEHWE HOCTUTHYTbIX
Pe3yNbTaToB KOMOWHWPOBAHHOIO J1e4YeHNs MeXay ABYMs rpynna-
M. 06e rpynmbl NPOAEMOHCTPUPOBANN XOPOLUMIA AGEKT OT MySb-
TUMOZA/bHOr0 NoAxoJa He3aBUCUMO OT TOrO, KakoW BUL NIEYeHUs
OblN MHULMMPOBaH nepsbIM. uctaHums B TBMX coctasuna 450,0 m
[395,0; 505,0] B rpynne «Puouuryat+TJ1A» 1 451,0 m [380,5; 515,75]
B rpynne «TJTA+Puouuryar». B 06eux rpynnax 60/bLIMHCTBO Nauu-
eHTOB OTHOCMAMCh K | 1 Il OK, B yactHocTn 14,0% u 48,0% B rpynne
«Puoumryat+TJ1A» n 16,0% un 58,0% B rpynne «T/1A+Puouuryar».
B OTHOLIEHUM remMOLMHAMMYECKMX NOKA3aTenen Takxe NpofeMOH-
CTpupoBaHbl 6rn3kme pesynbtartel. B rpynne «Puoumryar+T/1A»
COMA no 3aBepluieHUMN Kypca neyeHus coctasuno 58,0 mm pr.
ct. [48,3; 76,5], cpN1A — 34,0 mm pt. cT. [28,3; 41,0], a B rpynne
«TJTA+Puoupryar» — 55 mm pr. cT. [45,25; 66,75] n 32,0 Mmm pT. CT.
[28,0; 38,0] cooTBETCTBEHHO. [1pU KOHTPONLHOM U3MepeHun GB 6bin
paseH 4,35 n/muH [3,5; 5,4] B rpynne npeaBapuUTenbHOr0 Ha3Ha4YeHus
puouuryata u 4,6 n/muH [3,7; 5,4] B rpynne, rae Ha nepsom 3tane
nposogunuce ceccum TJTA. Habniofanuce CONOCTaBMMblE 3HaYe-
Husa JICC: B rpynne «Puounryat+T/1A» — 5,6 en. Byna [4,4; 9,1], B

rpynne «TJIA+Puouuryar» — 5,1 en. Bypa [4,2; 7,1]. TMokasatenu
ra3006MeHa 3Ha4MMO He pasnuyanucb B 06enx rpynnax. B rpynne
«Puouuryat+TJ/1A» pocTurHyTbl 3Ha4eHus Sa02 pasHble 96,0% [94,0;
97,0], a B rpynne «TJTA+Puouuryat» — 96,5% [94,0; 98,0], Takxe
Sv0. coctasuno 65,0% [61,3; 68,75] B rpynne «Puouuryat+TJ1A» 1
66,0% [62,0; 68,8] B rpynne «T/1A+Puouuryat».

Ha 3aknto4utenbHOM aTtane Ans OLEHKW BKMaja puouuryarta B
06WmMin 3 EKT KOMOUHMPOBAHHOIO NEYeHUs Obina paccyuTaHa
[enbTa OCHOBHbIX NOKAa3aTenen [0 W NoCe Ha3HaveHus puoLmrya-
Ta v [ienbTa 4o 1 Nocne NpoBeeHNs BCEro Kypca NieYeHns:, a 3aTem
NPOLIEHTHOE COOTHOLLEHMWE [JaHHbIX NOKa3aTeseil.

B rpynne «Puoumryat+TJ1A» Ha dhoHe JIAT-cneumdomyeckoin Te-
panun ObIN0 OTMEYEHO YBenu4yeHue auctaHuuu B T6MX Ha 36 M,
410 coctasuno 33,6% 0T 06LLUEr0o U3MeHeHuUs aucTtaHuun. B rpynne
«TJ1A+Pwouuryar» nocne no6asrieHus puouuryata aumctaHums [1o-
NONHUTENbHO yBenuuunack Ha 17 m — 13,4% ot o6Liero adgekra
(pmc. 1).

B rpynne «Puouuryat+T/1A» nocne npuema puouuryata oTMe-
YeHO cHuxeHne cpJTA Ha 6 MM pT. CT., NpK 3TOM BKNag B KOM-
O6UHMPOBaHHbIA apdekT nevyeHns coctaBun 30%. AHanNoOrmyHble
pesynbTathl NPOAEMOHCTPMPOBaHLI B rpynne «TJIA+Puouuryar».
HasHayeHue puoumryarta nocse cepun TJ1A ¢cnoco6CTBOBaN0 CHu-
xeHuto cp/1A Ha 5 MM pT. CT., 4TO COOTBETCTBOBANO 29,4% 0T
061ero cHukeHus cplJ1A 3a Kypc nedeHus.

Cxoxas AuHaMuKa BbisIBNIeHA NPW OLEHKE BKMaja puoumry-
atra B nsmeHenue JICC. B rpynne «Puoumryat+TJIA» u rpynne
«TNTA+Punoumryar» Ha poHe Tepanun puoLmryaTom 0TMeYeHo CHU-
xeHue JICC Ha 1,97 en. Byna n 1,7 ea. Byna, a Ha remoanHammye-
CKMit 3hchekT oT HasHadveHus JIAT-cneuuduyeckoin Tepanum npu-
xoautcsa 28,7% n 29,0% (puc. 2).

Busut 0 T6MX, m 12 mec.
Ipynna 1
N Puouuryat 6 mec. TI1A 6 mec.
;Eg‘g”"'rya”mA’ 3430 m +36 1 (33,6%) +71m (66,4%) 4500 m
lpynna 2 Puounryar
«TJ1A+Puoumryar» TIA 6 mec. B Mec.
f e 3250 m +109 1 (86,5%) UL 4510w
Buaut 0 12 mec.
Pucynok 1. Bknap puouuryata u TJIA B usmenenue gucranuyuu B T6MX [co6cTBEHHBIE AaHHbIE]
Picture 1. The contribution of riociguat and BPA to changes in distance in 6WMT [own data]
BusuT 0 cpJ1A, MM pT. CT. 12 mec.
Fpynna 1 54,0 Puouuryar 6 mec. TNA 6 mec 34,0
;Egg”"'rya”T”A” MM T, -6 Mm pr. cT. (30,0%) 14 um pr. cT. (70,0%) MM T,
pynna 2 49,0 TNA 6 mec Puouur
« N , yar 6 mec. 32,0
n:TEgA"P"'o”"' YA prer. 12 um pr. cT. (70,6%) 5 mmpr. cT. (29,4%) MM pT.CT.
Buaut 0 12 mec.
Buzut 0 NCC, ep. Bya 12 mec.
Fpynna 1 12,47 Puo
« , ! uuryar 6 mMec. TJIA 6 mec. 5,6
nzggumryaHTJ'lA en. Byn -1,97 e. Byz (28,7%) -4,9en. Byn (71,3%) en. Byn
Fpynna 2 10,97 TIIA 6 mec. Puouuryart 6 mec. 51
;Igé’fp“o“"'rya” en. Byn -4,17 ez By (71,0%) 1,97 ez, Byg (29,0%) en. Byn
Buzut 0 12 mec.

PucyHok 2. Bknap puouuryara u TJIA B uameHenune cp1J1A u JICC [co6cTBEHHbIE aHHbIE]

Picture 2. The contribution of riociguat and BPA to changes in mPAP and PVR [own data]
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THE CONTRIBUTION OF RIOCIGUAT TO CHANGES IN FUNCTIONAL STATUS AND HEMODYNAMIC PARAMETERS

IN PATIENTS WITH INOPERABLE CTEPH

BbIfIBNIEHO, 4TO M3HAYanbHOE Ha3HAa4yeHMe puouuryara OKasbl-
BaeT 60NbLUNIA 3HEKT HA YNy4LIeHWe nokasaTeneil ra3006MeHa,
4yeM NpU HazHaveHum Tepanum nocne TI1A.

OBCYXEHUE

B HacTosLlel paboTe 6bI1 NPOLEMOHCTPUPOBAH 3PMEKT OT Ha-
3HaveHns JIAT-cneumnduyeckoin Tepanim puoLuryaTom naupueHTam
¢ HeonepabenbHoin XTI B pamkax KOMOGMHUPOBAHHOIO NOAX0a.
BHe 3aBMCUMOCTM OT BPEMEHW MHULMALMN Tepanuu, T.e. Nepes unu
nocne TJIA, Tepanus puouMryatom CnocobCcTBoOBana yny4LleHuo
(PYHKLIMOHANbBHBIX U FeMOANHAMUYECKNX NOKa3aTteneid. Y naumen-
TOB 06emx rpynn 661710 0TMEYeHO BO3pacTaHue AMCTaHLUM X0b0bl
B T6MX, n3meHeHWe ypoBHA NMPOrHOCTUYECKUX Mapkepos: BNP u
TAPSE/CIJIA. Mo paHHbIM KIMOG BbISBNEHO CHIDKEHIE YPOBHS [1aB-
NEHNs B NErO4HOI apTepum 1 Nero4HOro COCYAMCToro ConpoTuB-
neHus Kak B rpynne «Puouuryat+T/1A», Tak n «TJTA+Puoumryar».
Takxe 3aperucTpMpoBaHO YBENUYEHUE CEpAeYHOro BblGpoOca M
CepAeyHOro MHaeKca B 06enx rpynnax.

Mony4eHHble pe3ynbTaThbl COrNAcytoTCsA ¢ AAHHbIMU KPYMHbIX UC-
CNeAoBaHWiA, NOCBALLEHHBIX U3YHEHUI0 NPUMEHEHNS puoumryara y
NaLmMeHToB ¢ HeonepabesibHoi chopmon XTI, Tak, no pesynbTa-
TaM MeTaaHann3a, Ha ¢ooHe Tepanuu puoLuryatomM 0TMe4eHo BO3-
pacTaHue auctaHumm B TBMX Ha 35,86 m, a cp[lJ1A n JICC cHu3m-
nmcb Ha 9,23 Mm pr. ¢1. 1 220,11 guH*cek/cm—* [7]. OgHako cTomT
OTMETWTb, YTO B HaLLel KOropTe 6blfl 0TMEYEH MEHEE BbIPAXKEHHbII
reMOANHAMMUYECKNA OTBET Ha Ha3Ha4yeHMe MeANKaMEeHTO3HOM Te-
panun, 4T0 MOXET 6biTb 06YCNOBNEHO ANMTENbHOCTbIO TEYeHMs
3a60neBaHNA [0 NOCTaHOBKM AMarHo3a W, Kak cneactsue, 6onee
NO3AHUM HA4yanoMm Tepanuu NaLuueHTam ¢ BbIPaXKEHHbIMI ABEHNSA-
MM PEMOAENUPOBAHNA NIEr04HOM0 pycna.

B HacTosLLeM nccnegoBaHumM CTaTUCTUYECKN 3HAYMMOE YITyuLle-
HUe nokasaTesieil ra3006MeHa, B 4aCTHOCTM caTypauum CMeLlaHHON
BEHO3HOW KPOBU, HA hOHE NpKUEmMa puoLmMryara BbIsIBSIEHO TOJIbKO B
rpynne nepBoHa4anbHOro Ha3Ha4eHNs MeIMKaMeHTO3HON Tepaniu.
B 60nblUei cTeneHn Ha napaMmeTpbl ra3006MeHa 0Ka3blBaeT BMS-
Hue nposeaeHue TJTA. MoXXHO roBOpuTb 0 KOMMAEKCHOM 3ddDEKTE
3H[0BACKYNAPHOrO NeYeHuns, nockonbky TITA He TONbKO cnocob-
cTByeT cHkeHuto cpJI1A, JICC, HO 1 Hopmanu3auuu razoobmeHa
BCNE[CTBME BOCCTAHOB/EHMS KPOBOTOKA B «HEMbIX» 30HAX NIETKMX
W ynydlueHns nepdpy3nu, B To Bpems Kak puouuryat cHuxaet JICC
3a CYeT BasoamnaTmpytoLLero addexra.

[lencTBUTENbHO, AaHHble 0 BO3AEGMCTBMN pUoLMIyaTa Ha nokasarte-
nu razoo6meHa npoTuBopeymBbl. Tak, B pabote Kim n ap. nokasaHo
yeenuyeHmne Sv02 ¢ 62% [0 66% (p=0,001) Ha (hoHe Npuema puoun-
ryata, CONpoBOXAaeMoe HeKOTopbIM CHKeHnem Sa02 Ha 1,5+4,4%
[8]. B PKI MR BPA otmeyanoch nosbliwenne Sa0- ¢ 90,8% 1o 91,4%
yepe3 6 MecALEB Npuema puoumryara, 0Hako 4Yepes rof 0T Havyana
HabMnoAeHNs BbISBNEHO CHnKeHne Sa02 ao 90,6% [9].

B pamkax n3y4eHus KOMOUHUPOBAHHOMO NMOAX0Aa NEYEHMs nauu-
eHTOB ¢ XTAJI BaXKHbIM NPeACTABNAETCSA ONpeAeNeHne onTuManb-
HOM 3TANHOCTU NPUMEHAEMbIX METOL0B.

®paHuy3CcKMe y4eHble npeanonaratoT, Y4To npeaBapuTenbHOe Ha-
3HayeHne MeaMKaMeHTO3HOI Tepanun nepefd T/TA MOXET CHWXaTb
4acToTy NOCEoNnepaLoHHbIX OCMOXHEHWUIA 3HA0BACKYNAPHOIO Ne-
yeHus [10]. PesynbTatbl npoBefeHHOro Mmn uccnenosanus RACE
HaLWLX OTPaXEHWE B KIMHUYECKWUX pekomeHaauusax Esponeiickoro
obLiectsa kapanonoros (lla B) [4]. B To xe Bpems B psage Apyrux
paboT noKasaHo, 4TO YBenudeHwe npocduna 6e30MacHoCcTU npo-
Leaypbl MOXET OblTb 06YCMOBMEHO KakK HaKOMMeHMeM OMbiTa U COo-
BEPLUEHCTBOBAHNEM HABbIKOB PEHTrEHIHA0BACKYNAPHBIX XWUPYProB
[9,11], Tak n ucnonb3osaHuem npodunaktudeckoin CPAP-Tepanuu
ANA NpeaynpeXxneHns passuTua penepdy3noHHOr0 NOBPEXAeHUs
nerkux [12].

OAHOBPEMEHHO C 3TWUM, Ha3Ha4YeHWe puouuryara nocne Bbinos-
HEHWUS1 AHrMONNACTUKN NPU HEAOCTVXKEHUM LIENEBbIX 3HAYEHNI
napaMeTpoB reMOAWHAMMKN CrOCOOCTBYET AanbHeiLemy ynyy-
LeHunto nokasatenen. Gerges C. 1 ap. nokasanu, 4to Ao6asneHue
puouuryata naumeHtam, noaseprHyswmmcs T/1A, ¢ MCXOAHbIMU
ypoBHem JICC 9,1+1,4 en. Byna mo cepumn TJ1A n 3,6+1,5 ea. Byna
nocne, N03BOANNO CHU3UTL ypoBeHb JICC ao 3,0+1,4 en. Byma [13].

CTOMT OTMETUTb Pe3yNbTaThbl, MONYYEHHbIE AMOHCKUMU Y4EHbIMU
[14]. Ncenepnosateny HasHavyanu puouuryat naumeHtam ¢ XTIJTT,
KOTOpbIE YCMELLHO NPOLLIN KYPC 3HA0BACKYNAPHOr0 JIEYEHNs C A0-
ctmxenuem cp/1A meHee 30 mm pT. cT. Hepes 6 mecsLeB remo-
JNHaMUYecKne napameTpbl B MOKOe BbinK CONOCTaBUMbI B rpynne
Ha3Ha4YeHUs npenapara u rpynne KOHTpons. Tem He MeHee, B rpyn-
ne NauueHToB, NPUHMMABLLNX PUOLMIYaT, HAbNAAN0CL CTATUCTU-
Yeckn 3Hauumoe yny4wenue CB (6,0+1,7-7,4+1,6, p<0,01) u JICC
(4,8+1,8-3,2+0,7, p=0,02) npu NMKOBOW Harpy3ke Mo CPaBHEHWIO
C KOHTPOMbHOIA rpynmon, B CBA3M C YeM Y4eHble AONYCTUAN, YTO Y
NauneHToB C YA0BNETBOPUTENbHLIM reMOAMHAMUYECKUM CTaTyCOM
puouuryar BbI3bIBaeT AUnaTaUmMio NeroYHbIX apTepui npu yBenu-

BuauT 0 Sa0., % 12 mec.
[pynna 1
« N Puouuryar 6 mec. TIA 6 mec.
nfgg unryar+T7A> | 92,0% +1,0% (25,0%) +3,0% (75,0%) 96,0%
Mpynna 2 Puouuryar
N= ! ’ +0,5% %

Buaut 0 12 mec.

Buaut 0 Sv0, % 12 mec.

Puouuryar 6 mec. TNA 6 mec.
Mpynna 1 57,0% o 0 65,0%
<PuoupryaT+TIIA» ° +4,0% (50,0%) +4,0% (50,0%) °
n=50
Puoumryar

Fpynna 2 575% 175% (38.9%) T 66,0%
«TTIA+Puouuryar» S +1,0% (11.8%)
n=50 Buaut 0 12 mec.

Pucynok 3. Bknapg puouuryata u TJIA B usmexenune Sa0. u Sv0. [co6cTBEHHbIE faHHbIe]

Picture 3. The contribution of riociguat and BPA to changes in Sa0. and Sv0- [own data]
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BKIAL PUOLUUITYATA B USBMEHEHWE ®YHKLWMOHAJIbHOIO CTATYCA V1 TEMOOVIHAMUWYECKVIX MAPAMETPOB

Y NAUVMIEHTOB C HEQIMEPABE/IbHOW ®OPMOW XTI/

yeHun CB BO Bpems huanyeckoi akTueHoCTW. Mpu 3TOM, No pe-
3ynbTatam KapAuonynbMOHANbHOr0 Harpy304HOro TecTUpOBaHUA
[0CTOBEPHOrO YNyyLLUeHWs MnokKasaresieil, 0TpaXarLWwmx TonepaHT-
HOCTb K (DU3NYECKMM Harpy3kam, BbISIBIIEHO He ObINO.

B HacTosLem ncenefoBaHumM 66110 NPOAEMOHCTPUPOBAHO, YTO
BHE 3aBUCUMOCTU OT 04ePeSHOCTM 3TanoB Nie4eHUs Heonepabens-
Hoit XTOJII B 06eux rpynnax 6bi JOCTUrHYT ONTUMANbHbBIA 3¢)-
(pekT. MOXHO NpeanonoXuTb, YTO B pamkax MybTUMOLANbHOMO
noaxoaa apeKTUBHLI 066 CTPaTernn NIeYeHKs, ATanHOCTb A0NKHA
OnpefenaTbca MHANBULYANTbHO.

3AKINHOYEHUE

HasHayeHne CTUMYNATOpPa PacTBOPUMON ryaHUNaTUMKNassl pu-
ouuryatra fBRSETCA BaXHbIM KOMMOHEHTOM KOMGUHWPOBAHHOMO
NeYeHNs NauMeHToB C HeonepabesibHOW (POPMOA XPOHUYECKOM
TPOM603MO0NNYECKON NIero4HON runepTeHsun. Bknag puouuryara
BbIPXAETCS B YNY4LUEHUN (OYHKLMOHANBHOMO cTaTyca u reMoaunHa-
MUYECKNX NoKasaTenei Kak npu HazHaveHun npenapara 4o nposege-
Hua cepum TJIA, Tak n npu fo6asneHUN npenapara no 3aBepLUeHnn
Kypca 3HL0BACKYNAPHOro neveHns. NMpuHUMas BO BHUMaHWE pesynb-
TaTbl HaWen paboThl, CreayeT NOAYepPKHYTb, YTO MOCeA0BaTeNb-
HOCTb WHMLMALNN METOAOB fIeYEHUs B pamkax KOMOUHUPOBAHHOMO
noAxoAa peKOMeHAYeTCs ONpeaensT UHANBUAYANBHO.

CMNCOK INTEPATYPbI/ REFERENCES:

1. Hannnos HM., Maryuu 10.1"., Tparkus [.C. n coaBt. Poccniickuit
KOHCEHCYC 10 TPAHCIIOMUHAIbHOV 6a/IOHHOV aHTNoNIacTuke yié-
FOYHbIX apTEPUI B JIEYEHNN XPOHNYECKON TPOMOOIMOOINYECKOIN
NéroqHon runepteH3nn. Eepaswiickmii Kapauonornyeckmit Xyp-
Han. 2025;(1):30-49. https.//doi.org/10.38109/2225-1685-2025-1-
30-49
[Danilov N.M., Matchin Yu.G., Grankin D.S. et al. Russian
consensus: balloon pulmonary angioplasty in treatment of chronic
thromboembolic pulmonary hypertension. Eurasian heart journal.
2025;(1):30-49. (In Russ.) https//doi.org/10.38109/2225-1685-
2025-1-30-49]

2. Yazosa W.E., Maptsittok T.B., Aszees C.H. u coaBT. KOHCEHCYC 3KC-
1epToB 0 NMOAXOAAX K CTPATUGOUKAUMN PUCKA W BbIGOPY Tepanum
Y naymeHToB ¢ HeonepabesnbHoW u PesngyanbHou XPOHUYECKOM
TPOMO03MOOSINIECKON JIErOYHON TUMePTEH3NEN. TepaneBTnyeckni
apxuB. 2025;97.(3):279-288. https://doi.org/10.26442/00403660.2
025.03.203237
[Chazova I.E., Martynyuk T.V., Avdeev S.N. et al. Expert consensus
on approaches to risk stratification and choice of therapy in patients
with inoperable and residual chronic thromboembolic pulmonary
hypertension. Terapevticheskii arkhiv. 2025; 97.(3).279-288 (In
Russ) https.//doi.org/10.26442/00403660.2025.03.203237]

3. Yazosa U.E., Maptsittok T.B., LLmansy A.A. n coast. EBpasuiickne
PEKOMEH[AaLmy 1o AMarHOCTUKE U JIEYEHUIO IEFrOYHOU TnepTeH3mm
(2023). EBpasuiickmit Kapauonorundeckui Xypran. 2024;(1).6-85.
https://doi.org/10.38109/2225-1685-2024-1-6-85
[Chazova l.E., Martynyuk T.V., Shmalts A.A. et al. Eurasian guidelines
for the diagnosis and treatment of pulmonary hypertension (2023).
Eurasian heart journal. 2024;(1).6-85. (In Russ.)] https.//doi.
0rg/10.38109/2225-1685-2024-1-6-85

4. Humbert M, Kovacs G, Hoeper MM, et al. 2022 ESC/ERS Guidelines
for the diagnosis and treatment of pulmonary hypertension. Eur
Heart J.Oxford University Press. 2022,43(38).3618-3731. https//
doi.org/10.1093/eurheartj/ehac237

5. Kim NH, D’'armini AM, Delcroix M, et al. Chronic thromboembolic
pulmonary disease. Eur Respir J. Published online 2024:2401294.
https.//doi.org/10.1183/13993003.01294-2024

6. Araujo P, Calé R, Pereira E, et al. Balloon pulmonary angioplasty and
riociguat in the management of chronic thromboembolic pulmonary
hypertension: a systematic review. Respir Med. 2025,244:108154.
https://doi.org/10.1016/j.rmed.2025.108154

7. Pamukgu E, Kaya MO. Meta-Analysis of Real-World Clinical
Practice to Assess the Effectiveness of Riociguat in Treating
Chronic Thromboembolic Pulmonary Hypertension. The Journal of
Clinical Hypertension. 2025,27(2):e70015. https.//doi.org/10.1111/
JCH.70015

| 72 | EBPA3VIVICKVIVI KAPOWVIOSIOMYECKUWIV XKYPHATT, 4, 2025

10.

11.

12.

13.

14.

Kim NH, D’Armini AM, Grimminger F, et al. Haemodynamic effects
of riociguat in inoperable/recurrent chronic thromboembolic
pulmonary hypertension. Heart. 2016,103(8):599-606. https.//doi.
org/10.1136/heartjnl-2016-309621

Kawakami T, Matsubara H, Shinke T, et al. Balloon pulmonary
angioplasty versus riociguat in inoperable chronic thromboembolic
pulmonary hypertension (MR BPA): an open-label, randomised
controlled trial. Lancet Respir Med. 2022;10(10):949-960. https.//
doi.org/10.1016/52213-2600(22)00171-0

Jais X, Brenot P, Bouvaist H, et al. Balloon pulmonary angioplasty
versus riociguat for the treatment of inoperable chronic
thromboembolic pulmonary hypertension (RACE): a multicentre,
phase 3, open-label, randomised controlled trial and ancillary
follow-up study. Lancet Respir Med. 2022,10(10):961-971. https//
doi.org/10.1016/52213-2600(22)00214-4

Jain N, Sheikh MA, Bajaj D, et al. Periprocedural Complications
With Balloon Pulmonary Angioplasty: Analysis of Global Studies.
Cardiovascular Interventions. 2023;16(8):976-983. https//doi.
0rg/10.1016/J.JCIN.2023.01.361

[unesny E.O., danunos H.M., Yaszosa W.E. Ponb ctumynsatopa
DPacTBOPUMOI TyaHWNaTyuKIa3bl PUoLMryata B npegoTepaLieHnm
DAasBUTHs PENEPEDY3NOHHOTO MOPAXKEHNS NETKNX MOCIIE TPAHCIIIO-
MUHASIbHOW Ga/fIOHHOMN aHrMoNAacTUKN JIErOYHbIX apTepuii y na-
LMEHTOB C XPOHUYECKOMN TPOMOOIMOONINIECKONA IErOYHON runep-
TeH3unen. Cuctemuble runepteHsmm. 2023;20(4):11-17. httpsz/doi.
0rg/10.38109/2075-082X-2023-4-11-17

[Dinevich E.O., Danilov N.M., Chazova ILE. The role of soluble
guanylate cyclase stimulator riociguat in preventing the development
of reperfusion lung injury after balloon pulmonary angioplasty in
patients with chronic thromboembolic pulmonary hypertension.
Systemic Hypertension. 2023;20(4):11-17. (In Russ.) https.//doi.
0rg/10.38109/2075-082X-2023-4-11-17]

Gerges C, Jevnikar M, Brenot P, et al. Effect of Balloon Pulmonary
Angioplasty and Riociguat on Right Ventricular Afterload
and Function in CTEPH: Insights from the RACE Trial. Circ
Cardiovasc Interv. 2025;18(2):6014785. https://doi.org/10.1161/
CIRCINTERVENTIONS.124.014785

Aoki T, Sugimura K, Terui Y, et al. Beneficial effects of riociguat
on hemodynamic responses to exercise in CTEPH patients after
balloon pulmonary angioplasty — A randomized controlled study. IJC
Heart & Vasculature. 2020,29:100579. https://doi.org/10.1016/J.
IJCHA.2020.100579




EBPA3VMCKASA
ACCOLIMALINS
KAPOMONOIrOB

VIl MEXXOYHAPOAHASA KOHOEPEHLMA

KAPANO

JHAOKPUHOJIOI UA
ONLINE-TPAHC/IALLUA 2 0 2 6

05 peBpans
2026

WWW.CARDIO-EUR.ASIA




YK 616.12-008.1+575.224
bbK 54.10
https://doi.org/10.38109/2225-1685-2025-4-74-80

‘ '.) Check for updates ‘

ISSN 2225-1685 (Print)
ISSN 2305-0748 (Online)

OPUrMHANbHASA CTATbHA

*Jlayap M.X.3.!, Mycaes H.[1.", PoatokoBa U.C.3, I'puropbesckas A.C."3,

Mapwana C.H.3, Cemensakux U.B.3, Pe3uuk E.B.'2*

XAPAKTEPUCTUKA CTPYKTYPHO-®YHKLINOHAJIbHOI0 COCTOAHUA
CEPAE4HO-COCYAUCTOU CUCTEMbI Y HOCUTENEW MYTALIUN T'EHA HFE

| DEREPATILHOE FOCYJAPCTBEHHOE ABTOHOMHOE OBPA30BATESbHOE YYPEXEHYE BbICLUEIO O5PA30BAHUS «POCCHICKIN HALIMOHATIbHBIN NCCTIELOBATENCKVN MEQULIMHCKIV
VHuBEPCUTET uMeHN H.U. [Tuporosa» Muraarasa Poccun ([Tnporosckwii Yrusepcutet), vi. OcTrosuTsHosA, Aom 1, r. Mockea 117513, Poccuiickas QenEPALS;
2[ 0CYIAPCTBEHHOE BIOIKETHOE YYPEXTEHME 3[PABOOXPAHEHYS «[OPOLCKAS KIMHNYECKAS BOnbHILA Ne3T nm. akag. .M. CasenbeBon»

JLlenaptamenta 3npasooxparerHus Mocksbi, vi. JlosAqesckoro, 42, c1p. 1, r. Mocksa 119415, Poccwiickas @EgePALNS;

3L{EnTP MEPCOHUULIPOBAHHON MEAULIHS! «MELCU Ha Mndyeurckom rpocriekTe»,

Musypurckm neocn., 56, ctp. 1, r. Mocksa 119192, Poceuiickas @ERePALmS

CsepeHus 06 asTopax:

*ABTOp, OTBETCTBEHHbIA 32 nepenucky: Mlayap Moxamen Xycem JAAuH, acnmpaHT Kadeapbl NPONEAEBTUKIA BHYTPEHHUX 60ne3Hel No2, IHCTUTYT KNMHWYECKON MEANLMHbI,
OrAQY BO PHAMY um. H.W. Muporosa Munzapasa Poccum (TMuporosckuit Yausepcuret), yn. OctposutsiHosa, Aom 1, r. Mocksa 117513, Poccuiickas ®egepaums, e-mail:
houssemlaouar23@gmail.com, ORCID: 0009-0000-8300-6616

Pe3snuk Enesa BnagumuposHa, [.M.H., 3aBedyioLlas kadhe[poi nponeaeBTukM BHYTPeHHUX 6oneaHer Ne2, MHCTUTYT knuHrdeckoit meauumdbl, @TAQY BO PHAMY um. H.U.
Muporosa Munagpasa Poccun (Muporosckuid YhusepcuTeT); Bpay-kapauonor, LieHTp nepconnduumposantoin Meguumtbl «MEICK Ha MudypuHckoM npocnekTe»; Bpay-
Kapauonor, TepanesT, Bpay (DYHKLMOHANbHOM auarHocTuky, FBY3 TKB Ne31 um. akan. .M. Casenbesoit [13M, yn. llo6ayesckoro, 42, ctp. 1, r. Mocksa 119415, Poccuiickas
®epepauns, SPIN-code: 3494-9080, ORCID: 0000-0001-7479-418X, ResearcherlD: N-6856-2016

PontokoBa Mpuwa CepreeBHa, 3amecTuTenb rNasHOr0 Bpaya, KnuHudeckaq bonbHuua MEACW  OtpagHoe, T.
Irina.rodyukova@gmail.com

puropbesckas Anekcangpa CepreesHa, acCUCTEHT kadhefpbl NPONeaeBTUKM BHYTPeHHUX 6onesHeit Ne2, WHCTUTYT KnuHuyeckoin meguumHsl, ®TAQY BO PHUMY um. H.U.
Muporosa Munagpasa Poccum (Muporosekuit yHusepcuter), yn. OctposutaHoBa, Jom 1 1. Mocksa 117513, Poccuiickas ®efiepaums; rasHbli CNELWANUCT N0 HaNpaBeHmMio
«Tgpanus», AQ «Mpynna komnanuit «ME[CI»; pykoBoguTens, Lientp BHyTpeHHuX 60ne3teit KL Mencu Ha KpacHoii Mpece, Bpay-Tepanest, AQ «Ipynna komnanuit <MELCU»,
I'py3uHckuii nep., A. 3A, r. Mocksa 123056, Poccuiickas ®enepaums, ORCID: 0000-0001-8804-9914

Mapwana Cepreii Hukonaesuy, accucTeHT Kapeapbl NponeaeBTUKN BHYTPeHHUX 6oneaHer Ne2, HCTUTYT KnuHuyeckon meguuunHbl, ®FAQY BO PHAMY um. H.W. Muporosa
Munsgpasa Poccum (Muporosckuit yausepeutet), yn. OctposutaHosa, dom 1, r. Mocksa 117513, Poccuitckas ®enepaums; «Mpynna komnanuin «MECU», r. Mocksa,
Poccuiickas ®efepauns

Mycaes Huetkabbin [Jamup6exosuy, CTyaeHT 5 kypca, neye6Hblit pakynbter, ®FAQY BO PHUMY um. H.W. NMuporosa Munaapasa Poccum (MTMpOroBCKMiA yHUBEPCUTET), YA
OctposutsiHoBa, fom 1, r. Mocksa 117513, Poccuitckas ®eaepaums, e-mail: musaev.nietkabyl@mail.ru, ORCID: 0009-0003-2525-0161

Cemensikun Uropb Bnapumuposuy, o.M.H., KniuHuko-guarHocTudeckmit ugHtp MELCU Ha Kpacholi MpecHe/ Premium Kpacxas Mpecks, . Mockea, Poccuitckas ®eaepauis

Mocksa, Poccuitckas ®epgepaums, e-mail:

PE3HOME

Llenb. OxapakTepn30Bath COCTOSHUE CEpAEYHO-COCYAMCTOI cucTeMbl (CCC) y naun-
€HTOB HOCUTENEN MyTauwii reHa HFE B PO.

Matepuanbi u meTopbl. [1poBEAEH PETPOCMEKTMBHBINA aHANN3 MEANLIMHCKOI JOKYMEH-
Taumn 39 NALWEHTOB C reHETUYECKM NOATBEPXKAEHHBIMU MyTaUNAMU B reHe HFE.
Pe3synbtatbl. HapyLueHus CTPYKTYPHO-COYHKLMOHANbHOMO cocToAHNs CCC BbIfBMEHbI
y 20 (51,3%) naumenTos ¢ myTauuamu resa HFE. Y 11 (28,21%) nauneHTos oTmeya-
nacb apTepuancHas runeptedsus, y 3 (7,69%) — MH(apKT Muokapaa B aHamHese, y
2 (5,13%) — 0CTpoe HapyLLeHMe MO3roBoro KposooGpatLeHus. Y 5 (12,82%) naumeH-
TOB AWArHOCTUPOBAHA CEpAeYHas HeJoCTaTOYHOCTb HEMLIeMUYecKoro reqesa. Y 14
(35,9%) nauueHTOB OTMEYeHbI HAPYLUEHUs NPOBOAMMOCTY: aTPUOBEHTPUKYNAPHAA

KnioyeBble cNoBa: reMoXpoMaro3; cepeyHo-CoCyaUCTOI CUCTEMbI; CepaeyHas
NPOBOANUMOCTIA; aDUTMUIA; TUNEPTPOS NEBOrO XKenya0uKa

Bknap aBTopoB. Bce aBTOpbI COOTBETCTBYIOT KpuTepuam asTopcTea ICMJE, npuHmani
y4acTue B MoAroTOBKE CTaTby, HABOPe MaTepuana 1 ero 06padoTke. ABTOPCKIA BKNaf
(no cucteme Credit): Mayap M.X.9.: pa3paboTka KOHLENLMM 11 fu3aiika, c6op, aHanus
11 MHTEPNPEeTaLNA AaHHbIX, 060CHOBAHME W HAMMCAHWE PYKOMMCK, OKOHYATENbHOE YT-
BEPXKOEHME ANS My6nuKaumn, aBTop OTBETCTBEHEH 3 BCE acneKTbl paboThl; PesHNK
E.B.: pa3paboTka KOHLieNUMM W au3aitHa, cO0p, aHamU3 W WHTEPNPETaLUMA JaHHbIX,
MpoBepKa KPUTUYECKIN BAXXHOO MHTENNEKTYaIbHOr0 COAEPXKaHNS, OKOHYATeNbHOE YT-
BEPXAEHIE AnS Ny6nnKaLmMn, aBTOP OTBETCTBEHEH 3a BCE aCMeKThl paboThl; PoaroKoBa
[1.C.: nomoLwLb B C60pE AaHHbIX, OKOHYATENbHOE YTBEPXKAEHINE ANs NyOANKaLK, aBTOP
OTBETCTBEHEH 3a BCE acneKTbl paboTbl; [puropbesckas A.C.: noOMOLLb B CO0PE AaHHBIX,
OKOHYaTeNbHOE YTBEPXAeHNE Ans ny6nuKauum, aBTop OTBETCTBEHEH 3a BCE acmeKTbl
pa6otbl; Mapwana C.H.: nomoLib B c60pe AaHHbIX, OKOHYaTENbHOE YTBEPXAEHNE Ans
ny6nukawym, aBTop OTBETCTBEHEH 3a BCe acnekTbl paboTbl; Mycaes H.[.: aHanu3 u uH-
TEPNpeTaLUNs [AaHHbIX, aBBTOP OTBETCTBEHEH 3 BCE acneKTbl paboThl; CemeHskiH 1.B.:
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6r10Kaza, 6710Kkaja NeBow /unu npasor HOXKI My4Ka [1ca, HapyLLUBHIe BHYTPIKENY-
L04KOBOW NPOBOAMMOCTY, YKOPOUeHue HTepeana PQ, yanuHewue uitepsana QT. Y 1
(2,56%) nauwmeHTa - napokcuamanbHasa hopma UepUINALMM NPeAcepamii.
3aknroyenue. Y nonoBuHbI NALMEHTOB C MyTaumMaMi reHa HFE BbIABEHbI Pa3NnyHble
U3MEHEHMS CO CTOPOHBI CEpAEYHO-COCYAMCTOM CUCTEMbI. B CBA3M C 3TUM nauveH-
Tam C Kapauonoru4eckor nNatonoruer HessCHOM 3TUONOrM HEOBXOAMM CKPUHUHT Anst
CBOEBPEMEHHOI ANArHOCTUKI reMOXpoMaTo3a ! COBMECTHOE BEfiEHIE NaLNEHTOB C
NOATBEPXKAEHHBIM reMOXPOMATO30M reMaronorami, Kapauonoramu 1 renatooramu
NS NPOUNAKTAKY KaPANOBACKYNAPHBIX OCTOXHEHMIA.

HeJO0CTaTO4HOCTb; ANACTONNYECKAR OUCHYHKLAA NEBOTO XENyAo4Ka; HapyLLeHus

OKOHYaTe/bHOE YTBEPXKAEHNE A5 ny6nuKaLum, aBTop OTBETCTBEHEH 3a BCE acneKTbl
paboTbI.

KoHthnuKT uHTepecoB. ABTOPbI 3asBNAHOT, YTO AaHHas padoTa, eé Tema, NPeAMET 1 co-
JepXKaHue He 3aTparuBatoT KOHKYPUPYHOLLNX MHTEPECOB.

WecTouHMKM (hMHaHCMPOBaHMS. ABTOPbI 3asBNAKOT 06 OTCYTCTBUN (DUHAHCUPO-BaHUSA
Mpy NPOBEAEHMN MCCNEA0BAHMA.

Wndpopmauus u cobntofenme atudeckux Hopm. lccnegosaque 66110 BhINOMHEHO B
COOTBETCTBMW CO CTAHZAPTaMN HAZNexaLen KnuHuyeckoi npaktiku (Good Clinical
Practice). lccnenoBaque 66110 0806PEHO NOKbHBIM 3TUYECKUM KOMUTE-TOM OTA-
0V BO «Poccuiickuii HaunoHanbHbIiA MCCNeaoBaTeNbCKUA MEANLIMHCKMIA YHUBEPCUTET
umenun H.W. Tiuporosa» MunucTepcTsa 3apaBooxpaqenus Poccuit-ckoi Gefepadim,
117997, r. Mocksa, Poccuiickas ®efepauns (Bbinucka w3 NpoTo-Koma 3acefams
Ne235 o1 18 mekabps 2023 r.). OT KaXLOro naumeHTa nony4eHo MHAOPMUPOBAHHOE
COrnacue Ha NPOBeAEHME UCCNEA0BaHAS.
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SUMMARY

Objectives. To characterize the state of the cardiovascular system in patients
carrying the HFE gene mutations in the Russian Federation.

Materials and methods. An evaluation of 39 cases of HFE gene mutations
confirmed by biochemical and genetic methods was carried out.

Results. Whenanalyzing the medical records of 39 patients with HFE gene mutations,
changes in the structural and functional state of the cardiovascular system were
detected in 20 (51.3%) patients. There was a history of arterial hypertension in 11
(28.21%) patients. Acute cerebrovascular accident was indicated in the anamnesis
in 2 (5.13%) patients. A history of myocardial infarction was detected in 3 (7.69%)
patients. Heart failure of non-ischemic genesis was diagnosed in 5 (12.82%)

patients. In 14 (35.9%) patients in the form of atrioventricular block, left bundle
branch block, right bundle branch block, intraventricular conduction disturbances,
shortening of the PQ interval and prolongation of the QT interval, in 1 (2.56%)
patient a paroxysmal form of atrial fibrillation was noted.

Conclusion. Half patients with HFE gene mutations had various changes in the
cardiovascular system. In this regard, patients with cardiac pathology of unclear
etiology require screening for timely diagnosis of hemochromatosis and joint
management of patients with confirmed hemochromatosis by hematologists,
cardiologists and hepatologists to prevent cardiovascular complications.

Keywords: hemochromatosis; heart failure; dilated cardiomyopathy; diastolic dysfunction of the left ventricle; Conduction disorders; arrhythmias; left ventricular

hypertrophy
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XAPAKTEPVCTVIKA CTPYKTYPHO-®YHKLMOHAJIBHOMO COCTOSHVIA

CEPOEYHO-COCYAVCTOW CUCTEMbI Y HOCUTEIEV MYTALIVIVI TEHA HFE

BBEJJEHVE

[emoxpomaTo3 — 3T0 3a60NeBaHMe, XapaKTepu3yloLleecs Cu-
CTEMHO NeperpysKomn »ene3om u 0TII0KEHNEM XKeNle3a B pasnny-
HbIX OpraHax, Bkmo4as cepgue. CywecTsyer 2 Tuna remoxpoma-
T03a: NEPBUYHBLIA U BTOPWYHbIA. MepBUYHbIA FeMOXpPOMATO3 — 3TO
HacneCTBEHHOe 3a60J1eBaHNe, BTOPUYHBIA reMOXpomMato3 — 370
pe3ynbTaT ANUTENBHOrO NpKUeMa NpenapaToB XXene3a Unmn 4acTbIX
nepesiMBaHniA KpOBM NpU aHEMUW UNK 3a60neBaHNK neveHn [1].

lepBMYHBIA reMoXpoMaTo3 — 3TO HACNeJCTBEHHOE ayTOCOMHO-
peLeccuBHoe 3abosieBaHue, 06YCNOB/IEHHOE CHUXXEHWEM YpOB-
HS PerynaTopHOro ropmMoHa rencuanHa, KOTOpblii KOHTpOnupyet
KOHLIEHTPALMIO )KEeNesa, Uin CHUXKEHUEM CBS3bIBAHWUA TenCUAMH-
(bepponopTuH. l'encuamnH perynupyert akTMBHOCTb (DEPPONOPTUHA,
KOTOPbIN ABNSAETCSA eAMHCTBEHHBIM W3BECTHLIM 3KCMOPTEPOM Kile-
TOYHOrO0 XXenesa. 310 NPUBEAET K NMOBbILUEHUID KOHLIEHTPaLNK Xe-
ne3a B niasme 1 HaKOMJEHMIO XKeNe3a B NapeHXMMATO3HbIX OpraHax
W TKaHAX, TaKNX KaK CepALe U KapauOMUOLMUTBI, 4TO NPUBEAET K pas-
BUTWIO h6PO3a U HEAOCTATOYHOCTM 3TUX OpraHoB. Hambonee pac-
NPOCTPaHeHHas hopma reMoxpomarosa Bbi3BaHa roMO3UrOTHbIMU
MyTauusmu B reHe HFE (Homeostatic Iron Regulator — perynsatop
roMeocTasa xenesa), B 4acTHocTu, mytauuein p.Cys282Tyr, koTo-
past BcTpeyaeTcs 6onee yem y 80% nauMeHToB C AaHHOW (hopmoid
3a6oneBaHus. [opasfo pexxke BCTPEYaTCA POPMbI remoxpomaro-
32, CBA3QHHOI0 C MyTaUMAMU B JPYruX reHax: rencuinH npoTueo-
MUKpo6Horo nentuga (HAMP), unu remotosenuHa (HJV), unu pe-
LenTtopa TpaHcdeppuHa 2 (TFR2), unn chepponopTuHa (SLC40AT),
KOTOpble MpefoTBPaLLaloT CBA3bIBAHWE TencuinH-hepponopTuH.
Kak HFE-accouMupoBaHHbIi, Tak W He-HFE-acCcoUMUPOBAHHbII Te-
MOXPOMATO3 NMPUBOAAT K CHYKEHUID CUHTE3a rencupamHa, nosbl-
LLIEHHOMY MOCTYNEHMIO Xene3a M3 KNEeToK TOHKOr0 KULLIEYHUKA U1
Makpoaros ceneseHku B nnasmy [2].

[oMo3uroTHOCTb No BapuaHTy p.Cys282Tyr B reHe HFE BCTpeya-
etcs npu remoxpomarose 6onee yem y 80 % nuu eBponemckoro
NPOUCX0XAEHNS. [OMO3UTOTHOCTL Xe no MyTtauum p.His63Asp
Cpeamn NauMeHToB C rOMO3UrOTHbIM FeMOXPOMATO30M, OTSIMYHbIM
o7 p.Cys282Tyr, BcTpeyaeTcs He Haule. 06L1as pacnpocTpaHeH-
HOCTb KoMnayHAa-reTepoaurot p.Cys282Tyr/p.His63Asp cpeau na-
LIEHTOB C KNUHUYECKM IBHBIM FeMOXpOMaTo3om cocTasnset 4,1 %
[3]. OgHako KomnayHAa-reTepo3urotHocTh p.Cys282Tyr/p.His63Asp
CaMoi no cebGe HefOCTaTO4HO, YTOObI BbI3BATb FEMOXPOMATO3.
TonbKo ecnu 3TOT reHOTUN COBMAAAET C AONONHUTENIbHBIMU FeHe-
TUYECKUMU UMK 3KONOTUYECKUMU (haKTOpamu prcKa 3a60neBaHus
neYeHun, pa3BnBaeTCA PEHOTUNNYECKNIA reMmoxpomaros [4].

B MHOro4MCcneHHbIX UCCNef0BaHMAX M3yyanach 4acToTa remox-
pomMarto3a W ero reHeTM4eckas npuyuHa B PasnuyHbIX NONynsumn-
AX. [loKa3aHo, 4TO pacnpoCTPaHEHHOCTb Hauboree W3BECTHbIX
mytaumin HFE (a wmenHo p.Cys282Tyr n p.His63Asp), KoTopble
MOTYT BbI3bIBaTb FEMOXPOMATO3, BapbUpPyeT B 3aBMCMMOCTW OT
3THUYeCKuxX rpynn [5]. be3ycnosHo, Hanbonee pacnpoCTpaHeHHON
NPUYNHOA remoxpomarosa ABNAETCS rOMO3MIOTHOCTb MO 3aMeHe
p.Cys282Tyr. Cpeau Noaeii ¢ AMarHo3oM reMoxpomaro3 B ABCTpa-
nuu, bpetaHn, ®paHumn oHa cocTtasnseT 96 %, B TO BpeMs Kak B
WTanuu Ha ux £onto npuxoamTes Tonbko 62 %, a B Mpeumnn — 39 %.

['emMOXpomaro3, CBA3aHHbLIA C MyTaumeil B reHe HFE MOXeT npo-
Tekatb 6eCCUMNTOMHO B Te4eHue >30 neT (4acto >40 NeT y MyXX4uH
n >50 net y eHwwuH). Mpn remoxpomarose, He CBA3aHHOM ¢ HFE,
CUMNTOMbI MOTYT NposBuTLCS B Bo3pacte 20-30 net. B uenom cum-
NTOMaTnKa BapuabenbHa, 4To 06bACHAET NO3AHIOK ANArHOCTUKY [6].
OTnoxeHne U36bITOYHOrO KONNYECTBA Xee3a B NapeHXMMATO3HbIX
TKaHAX NPUBOANUT K KNETOYHOW AUCCYHKLNAKM W KINMHUYECKUM NPO-
ABNEHUAM 3a601eBaHNs. Halle BCEro NopaXaTcs neyeHb, NompKe-
Ny[04HAA XKene3a, CyCTasbl, KOXa, runodins u ceppue.
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l'emoxpomarto3 cepaua, Unu nepBnuYHas KapamoMmonarus ¢ nepe-
rPY3KOIA XXeNe30M, SIB/ISETCA BXXHON W NOTEHUMaNbHO NpeaoTepa-
TUMOR NPWYUHON CepPeYHON HeaoCTaTOMHOCTU. KapanomuonaTus
C Neperpy3Kkoi »eneaom — 3T0 CUCTONMYECKAR UK AnacTonuye-
cKas ANCAYHKLMA cepaua, Bbi3BaHHAsA N30bITOYHLIM OTNOXEHUEM
)Kene3a, NPosiBAAIOLLAACS XPOHUHECKON CepAeYHOI He0CTaTO4HO-
CTbto [7]. M0 AaHHLIM NUTEPATYPbl, KNMHUYECKINE NPOABNEHMS re-
MOXPOMaTOo3a cepALa MOXHO pPas3fennTb Ha TPW rPYnMbl: apUTMUK,
XPOHWYecKas cepheyHas HegoctatoyHocTb (XCH) ms-3a cuctonu-
YeCKOM ANCHYHKLMN MU LMACTONMYeCKON AucyHkLum [8].

MenauaHa BbIXMBAEMOCTU HENEYEHHbIX BOMbHBLIX C FEMOXpPOMa-
TO30M U TSXKENIOW CepeyHOi HeJoCTaTO4YHOCTBIO He MpEeBbILlaeT
rofa. OHaKo npu paHHeM 1 arpecCUBHOM fIEYEHUN BbKMBAEMOCTb
NPUBNMKABTCA K TAKOBOW Y 60JbHBIX C CEPIEYHON HEAOCTATOYHO-
CTbI0 Apyroi atnonorum [8].

B cBA31 C BbILIEN3NIOXKEHHbIM, LIeSIb HACTOALLEr0 UCCNe0BaHNS:
0XapaKTepn3oBaTb COCTOSHWE CEPAEYHO-COCYAMCTOM CUCTEMBI
(CCC) y naumeHToB HOCUTENEN MyTaLnit reHa HFE B PO.

MATEPWAJIbI U METObI

[ns OLEHKM CTPYKTYPHO-(PYHKLIMOHANBHOIO COCTOSHNS CEpAeYHO-
COCYANCTON CUCTEMbl NPOBEEHO PETPOCNEKTUBHOE MCCNEA0BaHME
JaHHbIX MEAULMHCKOI AOKYMeHTauum ¢ aHBaps 2021 ropa 4o anpens
2024 ropa y 39 nauneHToB C reHeTMYecKN NoATBEPXKAEHHbIMN MyTa-
umamun B reHe HFE (32 (82,1%) myxunHbl, 7 (17,9%) »eHLwmH). Me-
Jmnana (34echb 1 Janee B CKOOKax yKasaHbl 25-1 1 75-i NpoLEeHTUN)
BO3pacTa NnauueHToB ¢ MyTaumamu B rene HFE coctasuna 50 (38; 61)
net. KnuHUKO-MHCTPYMEHTAMNbHBIMU KPUTEPUAMI BOBMEYEHUS Cep-
[Ie4HO-COCYANCTO CUCTEMbI CYUTANM HAIUYUE YTONLLUEHUS CTEHKM
nesoro xenygouka (JDK) w/mnu gunataumm JDK HeyCTaHOBNEHHON
3TNONOTMK, KNanaHHbIX aHOManNWiA, HapyLLEHWA puTMa cepaua u/unm
NPOBOAMMOCTH.

Kputepumn BKNHOYEHUS B UCCNELOBAHNE:

1. TeHeTMYeCKN NOATBEPXKAEHHbIE MyTauuu B reHe HFE,

2. Bospacr 18 net u cTapLue.

Kputepun HeBKOYEHNS:

1. Hanu4ne B aHamHe3e 3M0KA4YeCTBEHHOr0 HOBOOOPA30BaHMS
n60oi CUCTEMBI OPraHos,

2. TpaHcnnaHTauus cepaua, noYek, neveHn B aHamHese.

MauneHTbl 6binn HabpaHbl U3 OIEY «HaunoHanbHbI MeaNLNH-
CKWIA MCCNeaoBaTenbCKMii LEHTP reMaTtonorni» U NOAMKANHNKK Ne
212 B ropone Mockse. iccnegosanue nposoamnock B [KB Ne 31 um.
Akan. T.M. Caenbesoi [lenaptameHTa 3apaBooxpaHeHust MockBbl,
Mockga.

ITHNYeCKas NPUHAANEXHOCTb NALWEHTOB B HALLEM MCCNeA0Ba-
HUM He Y4MTbIBANACh U3-3a OTCYTCTBMS NHDOPMALIMN.

CratucTvyeckuit aHanu3. CTaTUCTWMYECKMIA aHanu3 MNpOBEAeH ¢
NOMOLLBKD HenapameTpuyeckux MeTofoB nporpammel IBM SPSS
Statistics 2017 Bepcus 25. Konn4ecTBeHHble 3Ha4eHNS NPeCTaBNEHbI
B Buge Meananbl (Me) n uHTepksapTunbHOro uHTepsana (Q1 u Q3),
roe Q1 — 25 npougHtnnb, Q3 — 75 npoueHTunb. Mpu aHanu3e Hop-
ManbHOCTY pacnpeaeneHns BbIGOPKM, KOTOPbIA ONPeaensancs ¢ noMo-
Whto meTona Konmoroposa-CmupHoBa 1 Kputepus Lanupo-Yunka,
BCE JaHHble UMEN HeHopManbHoe pacnpeaeneHue. Mpu cpaBHUTENb-
HOM aHanu3e rpynn no KOMWYeCTBEHHbIM NPU3HAKAM MCMONb30BaNu
HenapameTpuyeckuit U-kputepnit ManHa-yutHu (p<0,05).

PE3YJIbTATbI

Cpenu Hawwmx naumentos y 27 (69,23%) 06HapyxeHa romosu-
roTHOCTb N0 MyTauuu p.His63Asp B reHe HFE. TOMO3UIOTHOCTb M0
BapuaHTy p.Cys282Tyr B reHe HFE BcTpeyanach y 9 (23,08%) nauu-
€HTOB, B TO BPEMS KaK reTepo3uroTHOCTb No BapuaHTy p.His63Asp
B reHe HFE Habniopanack —y 3 (7,69%) nauneHToB.
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Menuana BpemeHun 0T fe6toTa CUMNTOMOB 3ab60/1eBaHMa [0 no-
CTaHOBKM AmarHosa cocrtasuna 4,3 (1,8; 8,6) roga, max — 12 ner.
1 (2,56%) nauweHt nonyyan xenatop ([dedepasupokc), ewe 1
(2,56%) — Kypcbl done6oTomum, y 37 naumneHToB MHGopMaLm o
NnoJly4aemoil NaToreHeTUYeCcKOn Tepanum B MeAULIUCKONA JOKYMEH-
Taumm He 6bI0 NPeSCTaBNEHO.

Y 11 (28,21%) naumeHTOB B aHamHe3e UMenach aptepuanbHas
runepteH3ns (Al):y 6 (15,38%) nauuentos 6bina Al 1 cTenenu, y
3(7,69%) — Al 2 cteneHn ny 2 (5,13%) — Al 3 cTenenm (Taén. 1).

Oucnunugemus otmedenay 20 (51,28%) naumeHTos. 06LMiA X0-
necTepuH coctasun 95,5 (4,9; 6,6) mmons/n, (95% [loBepuTeNbHbIN
nHtepsan (AW) 5,17-6,99), xonectepuH NMNONPOTEMA0B HU3KOW
nnotHoctu (JINHM) - 3,8 (3,2; 4,4) mmonw/n, AN (3,41-4,25), y
17 (43,59%) yposeHb JIMHI cocTasun 6onee 3 mmons/n. Cbigo-
POTOYHbLIA peppuTuH (CD) coctasun 423,2 (302; 582) mkr/n, AN
(365,99-510,63).

Mpu msmnkansHom 06cnesoBaHUM 6POH30BAA OKPACKa KOXM OT-
MeyeHa y 6 (15,38%) nauneHToB. Xanobbl NaLMEHTOB OTPAXKEHbI
Ha puUcyHke 1.

V5 (12,82%) naumentos 6e3 uHdhapkta muokapga (M) B anam-
He3e 6blna ykasaHa B AuarHo3e XCH. bonbHble ¢ XCH 6binn cTapLue
naumentos 6e3 XCH: 57 (38; 68) net n 49 (38; 61) net cooTseT-
cTBeHHO, p=0,035. XCH | chyHKUMOHANBLHOrO Knacca no Knaccu-
dukauun Hoto-Mopkekoii kapavonoruyeckoi accoumnaun (NYHA)
oTmeyeHa — y 2 (5,13%), Il knacca -y 2 (5,13%), Ill knacca -y 1
(2,56%) nauueHTa.

Orexu 3/(7,69%)

OpbiluKa 4 (10,26%)

CnabocTb u/mnu

YTOMASEMOCTb 9 (23,08%)
CepauebueHme, ‘ ‘ ‘
nepeéou 12 (30.77%)

B paboTe cepaua ‘ ‘ ‘ ‘
0% 10% 20% 30% 40% 50%

PucyHok 1. Hanbonee 4actble Xano6bl NaLMEHTOB C reHETUYECKM
NOATBEPXAEHHbIMU MyTauuamu B rede HFE [co6cTBEHHbIE
LlaHHble]

Figure 1. The Most common complaints of patients with genetically
confirmed mutations in the HFE gene [own data]

Mo pesynbTatam axokapauorpadum, pakums Bbibpoca nesoro
xenyaodka (OB JDK, no CumncoHy) coctaBuna>50%y 34 (87,18%),
ot 40% po 50% -y 5 (12,82%) naumentos, ®B JIXK <40% -
He ObIfI0 HW Yy OAHOr0 naumeHTa. Y BCEX NauWeHTOB C YMEPEHHO
CHIKeHHo ®B JDK B anarHo3se 6bina ykazaHa XCH. [dudbdy3Hbin
runokunHes muokapaa JK soisisneH y 3 (7,69%) naumeHToB, y BCEX
13 HUX HabNAANoCh YMepeHHoe cHkeHne ®B JIXK. YTonueHune
cTenHkn JDX otmeyeHo y 9 (23,08%) nauneHToB 6e3 Al B aHamHe-
3e (puc. 2). 06CTpYKUMM BbIXOAHOMO TpakTa JIK u/unu nepefHero
CUCTONNYECKOro ABUXEHMS nepefHei CTBOPKM MUTPANbHOMO Kna-
naHa (MK) He BbisIBNieHO. YTONLLEHE CTEHKM NPaBOro Xenynoyka
(MXK) BoisBneHo y 2 (5,13%) nauunenTos. Y 17 (43,59%) nauueHToB
npu 3XoKapauorpadgoum BbISIBJIEHA HELOCTATO4HOCTb KNanaHHOro
annaparta: mutpanbHas —y 17 (43,59%), TpukycnuaansHas —y 16
(41,03%), nerounas — y 11 (28,21%), aoptansHasa —y 7 (17,95%
naumenTos. Mponanc MK 6bin BbisiBNeH ¥ 2 (5,13%) naumeHTos:
nepenHei cteopkn —y 1 (2,56%), 3agHenn —y 1 (2,56%) nauueHta.
B axokapauorpadpu4yeckom 3aKn4eHUn onncaHa Kanbuugukaumus
W/Vnun yTonLLLeHne CTBOPOK aopTanbHoro knanaHa —y 13 (33,33%),
MK -y 10 (25,64%), TpukycnuaansHoro knanaHa — y 4 (10,26%)
nauneHToB.

HenHBa3nBHbIE NPU3HAKM JIErOYHOI TUNEPTEH3UU BbISBNIEHbI Y 5
(12,82%) nauneHToB. lMepuKapananbHblil BLINOT He BepUGULMPO-
BaH HU Y OJJHOTO NaLKeHTa.

Ounactonuyeckas aucdynkuus JK soissneHa y 4 (10,26%) na-
LIMEHTOB: y BCEX — 1-r0 TMNA (HapyLLeHMs penakcauum).

CnmmeTpuyHas

runepTpodus

6 (15,4%)

AnukanbHas
AcummeTpuyHas 1(2,6%)
runepTpodus
3 (7,6%)
be3 runepTpodomu CenTanbHas
30 (77%) 2 (5%)

PucyHok 2. YTonuwienue cteHku JDK y nauueHToB C reHeTUHECKM
NOATBEPXAEHHbIMK MyTaLuuaMu B reHe HFE u nopaxeHuem cepaua
[cob6cTBEHHBIE laHHbIE]

Figure 2. Thickening of LV wall in patients with genetically confirmed
mutations in the HFE gene and cardiac involvement [own data]

Ta6nuua 1. CpaBHUTENbHAA XapaKTEPUCTUKA MYXYUH U XKEHILMH HocuTenei myTauui B reHe HFE [co6cTBEHHbIE faHHbIE]
Table 1. Comparative characteristics of men and women carriers of mutations in the HFE gene [own data]

lMokasatenu 06was rpynna (n=39,100%) MyxuuHbl (n=32, 82,1%) MeHwuHbl (n=7,17,9%)
Bospact (net), meauana; 25-i n 75-i npoLeHTIN 50 (38; 61) 50 (39; 61) 36 (34; 64)
Bpems T KIMHU4ECKOA MaHUGDECTaLMM [0 AUATHOCTIKM : : .
3260/1eBaHNs (rofbl), Mefnana; 25-i 1 75-i NPOLIEHTUNN 43(18:86) 41(16:78) 45(19,87)
HapyLueHus CTpyKTYpHO-(PYHKLMOHATBHOMO

COCTORHNS cepiiua, n (%) 20 (51,3%) 19 (48,72%) 1(2,56%)
XBI1, n (%) 15 (38,46%) 13 (33,33%) 2 (5,13%)
AT, n (%) 11 (28,21%) 6 (15,38%) 5(12,82%)
CO 2 tvna, n (%) 2 (5,13%) 1(2,56%) 1(2,56%)
TpaH31TOpHas ULIEMMYECKas aTaka/MHCYNbT B aHamHese, N (%) 2 (5,13%) 2 (5,13%) 0(0)

M B aHamHese, n (%) 3 (7,69%) 2 (5,13%) 1(2,56%)

lMpumeyanne/Note: Al — aptepnanbHas runepteHauns (AH — arterial hypertension), GL] — caxapHbiii guabet (DM — diabetes mellitus), IM —
uHgapkT muokapga (Ml — myocardial infarction), XbI1 - xpoHnyeckas 6one3Hb noyex (CKD — chronic kidney disease).
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Mpwn aHanu3e IKI, BoNbTaXHbIE NPU3HAKW FUNEPTPOGMI NEBOrO
xenynoyka (M1K) (no unpgekcy Cokonosa-JlanoHa), BbISBNEHbI Y
8 (20,51%) nauneHTOB, HU3KOAMNAUTYLHbIE KoMNaekchl QRS (am-
nauTyaa komnnekca QRS meHee 5 MM BO BCEX OTBEAEHUSAX OT KO-
He4HocTeln u MeHee 10 MM BO BCeX NPEKOPANANTbHbBIX OTBEEHMSX) —
y 6 (15,38%) nauneHTtos. Cpefu naumeHtoB 6e3 VIM B aHamHese
natonoruyeckuin 3y6el, Q BbisieneH y 4 (10,26%) nauueHTos: y 2
(5,13%) — B 0TBEAEHUAX OT HKHEN CcTeHKU JDK, y 2 (5,13%) — B
nepeaHe-neperopogoyHon oébnact JK. Takke OTMeYeHbl Hapy-
LLEHMS CepLiedHoro putma (puc. 3).

dubpunnayus 1(2,6%)
npeacepani ’

CuHycoBas
TaxuKapans 3((7.7%)

Hamkenynovkosas

TaxuKapans 4(10.26%)

CuHycoBas ,
6pajvkapans 11/(28,2%)

0% 10% 20% 30% 40% 50%

PucyHok 3. Hapywenus putMa cepua y NauMeHToB ¢ FEHETUYECKH
NOATBEPXAEHHbIMM MyTaLuaMK B reHe HFE n nopaxeHueM cepaua
[co6cTBEHHbIE AaHHbIE]

Figure 3. Heart rhythm abnormalities in patients with genetically
confirmed mutations in the HFE gene and cardiac involvement [own
data]

HapyLueHust npoBOAMMOCTM BbisiBNeHbI Y 14 (35,9%) nauueHTos,
OHU 06006LLEHbI B PUCYHKE (pucC. 4).

CWHAPOM YANUHEHHOTO 0
uHTepeana QT 1(2,6%)
CVIH,[I,pOM‘
npenBo36yXaeHns
XKeNnya04KoB

1(2,6%)

HapyLwueHne
BHYTPWXENYA04KOBON
NpPOBOANMOCTH

1(2,6%)

bnokaaa nesoi

HOXKIA NydKa Mmca 2(3,1%)
brokapa npasoi 3 (7,7%)

HOXKM ny4ka mca ’

ATpMOBEHTPUKYNAPHas 6
6nokaga ‘

0% 10% 20% 30% 40% 50%

PucyHok 4. HapylueHus npoBOAMMOCTH Y NALUEHTOB C FEHETUYECKM
NoATBEPXAEHHLIMM MyTaLUAMK B reHe HFE n nopaxeHueM cepaua
[cob6cTBEHHBIE aHHbIE]

—_

15,4%)

Figure 4. Conduction disorders in patients with genetically
confirmed mutations in the HFE gene and cardiac involvement [own
data]

OBCYXEHUE

Mo AaHHbIM NUTEpaTypbl, PacnpOCTPAHEHHOCTb Haubonee u3-
BECTHbIX MyTauuii reHa HFE (a umeHHo p.Cys282Tyr u p.His63Asp),
KOTOPbIE MOrYT BbI3blBaTb EMOXPOMAT03, BapbMpyeT B 3aBM-
CUMOCTK OT 3THMYECKWUX rpynn. [OMO3UrOTHOCTb MO BapuaHTy
p.Cys282Tyr B reHe HFE BCTpevaeTcs npu remoxpomarose 6onee,
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yem y 80% nuw, eBpONENCKOro NpoOMCXoxaeHus. FToOMO3UroTHOCTb
no mytaummn p.His63Asp cpefn NauMeHToB C reMoXpoMaro3omM, oT-
nnyHbIM 0T p.Cys282Tyr, BcTpeyaeTcs pexe. 06Lasn pacnpocTpa-
HEHHOCTb komnayHa-retepo3urot p.Cys282Tyr/p.His63Asp cpeau
NaUWeHTOB C KWHWUYECKN fIBHbIM reMOXpomMaTo30M COCTaBnsieT
41% [3].

Cpegu npoaHann3mpoBaHHbIX HAMW NaUWEHTOB NpeBanvpoBana
roMO3WUroTHOCTb Mo MyTtaumn p.His63Asp B reHe HFE (69,23%),
XO0TH, N0 JaHHbIM NIUTEPATYPbI, Y NIOLAEN eBPONECKOro npoMcxox-
JeHNs AOMUHMPYET FOMO3UIOTHOCTb NO BapuaHTy p.Cys282Tyr B
reHe HFE. 310 MOXeT OTpaxaTb 0C06eHHOCTU Poccuitckon nony-
ENTTR

[eMOXpOMaTo3 BCTPEYAETCA Kak Y MYXHWH, TaK W Y JKEHLLMH,
X0TA Ae6I0T KNUHUYECKO CUMNTOMATUKI Y XKEHLLUMH HaboAaeTcs
B 6onee nozgHem Bo3pacte [9]. B Hawem uccnegosaHuu npeoo-
nafany MyX4uHbl B COOTHOLIEHUM 4,57:1.

[unaroctuka remoxpomaro3sa B pafe cny4aes 3atpyaHena. Mopa-
)KEHUe cepaua npu reMoxpomMaro3e 06bI4HO Pa3BUBAETCA He Cpasy,
npoTeKaeT 6eCCUMTOMHO M OCTAETCA HEAMArHOCTUPOBAHHBIM B Te-
yeHue anurenbHoro spemenn [10]. B Hawewm uccnegosaHuu meau-
aHa BpPeMeHU OT NOSBMEHMs CUMNTOMOB A0 NOCTAHOBKM AMarHo3a
coctasuna 4,3 roga, makcumym — 12 net. OLn604HbIE AUATHO3bI
1 HECBOEBPEMEHHAS UArHOCTMKA MOTYT NPUBOAUTbL K NPOrpeccu-
POBAHMIO HEOBPATUMBIX U3MEHEHWII B PA3NIMYHbIX OpraHax, B 7.4. B
cepaue.

HachllieHue TpaceppiuHa »xene3om 6bI10 ONpeaeneHo Nullb y
12 (30,77%) nauneHTOB, NOBbILIEHHOE HACbILLEHWEe TPAHCHEPPUHA
Xenesom Habnoganock y 6 (15,39%), a runepepputuHeMus npu-
cytcTBoBana y 22 (56,41%) nauneHTtos. BaxxHO nMpoBOAUTL CKpM-
HUHT Ha reMoxpomMaro3 (1abopaTtopHble TeCTbl), CPeAN NauueHToB
C NaTonorueit BHyTPEHHUX OPraHoB HEACHOW 3TMONIOTUKN, 0COBEHHO
TeX, Y KOro B aHamHe3e Oblfin reMoTpaHcdy3nun uan npuem npe-
NapaToB XeJe3a C LieSbio NIe4eHns aHeMUN, BKITIOHatOLLIMIA onpee-
NIeHMe YPOBHSA XKeNe3o, KoaULMEHT HacbILLeHNs TpaHcdeppuHa
xene3om (KHTXK) n CO. MosbiweHHbIn KHTXK aBnseTcs cambim
paHHUM GUOXUMUYECKMUM HApPYLLEHUEM NpU reMoXpomMarose, 0Tpa-
XKAIOLLUM NMOBbILIEHHYKD a6CopoLUMI0 Xenesa. TakKe BaOXHO TLa-
TenbHO COb6KMpaTh aHaMHE3 1 MHADOPMUPOBATL BPayell 06 0COOeH-
HOCTSAIX remoxpomaro3a. CeMemHbI CKPUHUHT BaXEH Ans Tex, Y
KOro NOATBEPX[eH ANarHo3 nepBuYHOro reMoxpomarosa.

Mo AaHHbIM nuTepaTtypbl, caxapHbli guabet w/unn 6poH30Bas
OKpacka Koxu (6pOH30BbIii AMAOET) BbIABIAETCA He PeaKo Yy na-
LIMEHTOB C NEpPBMYHbIM FEMOXPOMATO30M. B xofe Hallero uccre-
[OBaHUA, HaNW4Me CaxapHoro auabera noATBEPXKAEHO TOMbKO Y 2
(5,13%), a 6pOH30BOI OKpacku KoXun —y 6 (15,38%) naumeHToB.

OnucaHo, 470 Y NALMEHTOB C NePBUYHBIM FEMOXPOMATO30M Bbl-
ABnseTCca gunarauus nesoro npegcepana (J1M) u MXK ¢ Huskoi unm
HopmanbHoi ®B JTXK [11, 12]. TaxXeCTb CUCTONMYECKOR AUCHYHK-
LM MUOKapAA NPONOPLMOHANTbHA KONMYECTBY OTITOXKEHUI XKenesa
B MUOKapae. YBENnU4YeHne 0TNOXEHNIA Xene3a B MMOKapae npueo-
AUT K YTOSLLEHMIO CTEHKN W K CHUXeHM0 nogatnusoctu JDK, ero
Junatauum n cuctonmyeckon aucyHkumm [13].

Mo AaHHbIM nUTepaTypbl, KNMHUYECKNE NPOSABEHWUS reMOoXpo-
mMaro3a cepfua MOXHO pasfeNiuTb Ha TPU KaTeropun: aputmuu,
XCH u3-3a cuctonunyeckon ancdyHkumn u XCH n3-3a guactonu-
Yeckoil ancyHkumm [8]. B Hawem wccnefoBaHUK Habnoganach
eLLé YeTBepTas KaTeropus, a MMEHHO HapyLleHue CepaeyHoi npo-
BOAMMOCTM, MPEUMYLLECTBEHHO C Hanu4uem AB 6nokagsl, BITHIT,
BIMHII, Taxukapauu v 6paankapanm, 4To MOXET ObITb CNeACTBUEM
HapyLweHus YHKLMOHMPOBAHUS cuHoaTpuanbHoro (CA) u/unn AB-
Y370B U/UNN 3NeKTPUHECKMX NyTeid BCIEACTBUE HAKOMNEHUS B HUX
Xenesa.
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BcneacTeue U3MeHEHU MUOKaApaa, apUTMUIA U HapyLIEHWA Npo-
BOAMMOCTU NALMEHTbI C FEMOXPOMATO30M MOTYT UCMbITLIBATL Ta-
Kue CUMNTOMbI, Kak cepauebuerue, obLyas cnaboctb U/unm yTom-
NAEMOCTb, 4TO BCTpeyanoch Y 30,77% 1 23,08% Halumux NaumeHToB
COOTBETCTBEHHO.

Muokap 0CO6EHHO YyBCTBUTENIEH K OKMCIUTENBHOMY CTPECCY,
BbI3BAHHOMY )XENe30M, M3-32 BbICOKOW KOHLEHTPALMM MUTOXOH-
LPWiA 1 HU3KOTO COAepXXaHUs aHTMOKCUAAHTOB [8]. XKeneso nocne
nepesiMBaHns KPOBM UK NOCNE LUTENbHbLIX KYPCOB NEPOPaTbHOr0
npuema ¢ 60JblUeid BEPOATHOCTbIO HAKaN/NBABTCA B CEPLLE, YeM
Keneso, NocTynaroLlee ¢ nuLlei. NMpu HakoNNeHN B CepaLe »Xene-
30 OTKNafblBAETCS NPEUMYLLECTBEHHO B SNUKAPANATTbHbIX MUOLU-
Tax, N03)Xe — BO BCEil TONLLE CTeHKW. [leperpyska cepaua »enesom
NepBOHAYANIbHO NMPUBOAUT K YBESIMYEHUIO MEPUHYKNEAPHbIX OTO-
KEHWI XKenesa C Nocneaytowmnm HakonneHuem B Apyrux CTpyKTy-
pax Knetkn. OTnoxeHue xenesa 6onee 06LWWUPHO B XeNyOo4KaXx,
4yem B npeacepauax. Yacto BOBNeKaeTCs MpPoBOAsALLas CUCTEMa
cepgua [13].

MpencepaHble apUTMUM MOTYT 6bITh BbI3BAHbI OTIOXEHUEM XXe-
nesa B Npeacepavax u aunarauuein Npescepanii n3-3a nosbILLEeH-
HOrO [aBNEHWS HAMONMHEHMS Xenyao4koB. OCO6EHHOCTM apUTMUIA
NpW reMoXpomMaTo3e eLLle NpescTOUT U3Y4NTb, HO BIOJSTHE BEPOSTHO,
YTO OHW BbI3bIBAIOT OAbILLIKY (NpuUcyTcTBOBaBLLY Y 10,26% nauu-
€HTOB B Hallem UccnefoBaHnu), cepauebueHne, nepeéou B pabote
cepaua (y 30,77% 13 HUX) U MOTYT BbITb OJHUM U3 MEXAHU3MOB,
Nexallnx B 0CHOBE MHCYMbTA U TPAH3UTOPHBIX ULLEMUYECKNX aTak
npu reMoxpomarose.

Mo paHHbIM Hallero uccnefoBaHus, 4acToTa HafpKenyn04KO0BOM
TaxmMKapaun y NaLMeHTOB C FeHETUYECKN NOATBEPKAEHHBIMU MyTa-
umsmu B rene HFE coctasuna 10,26%, ®I1 - 2,56%, 3T0 03HavaeT,
410, ®I1 He 6bina LIMPOKO PACNPOCTPAHEHA Y HALIMX NALIMEHTOB.

1K yBennynBaeT KOHEYHO-ANACTONMYECKOE AaBNEHUE B NIEBOM
Xenynouke v B JIM, 4T0 NPUBOANT K €ro pacLuMpeHuio u fedopma-
Unn. 310 ABNAETCA NPEAMKTOPOM BO3HUKHOBEHWA U peunansa Ofl
[14]. Y 60mblMHCTBA MAuMeHTOB Habnjanach AUAcToNNYecKas
ancdyHkuma 6e3 MK, 410 no3sonseT NpeanonoXnTb, YTo nps-
MOE HaKOMMeHWe XKene3a B Ceple MOXET MOBbILLIATbL XKECTKOCTb
Muokapaa JIK 1 Hapywatb ero penakcauuio faxe 6e3 Hanuyus
runepTpoUyeckux u3mMeHeHuin. ®ubPo3 MuokKapda, Habnwona-
eMblil Npu remMoxpomaro3se, npeppacronaraer K »enyLo4KoBbiM
ApUTMUAM, XOPOLLO M3BECTHBIM KakK Hanbomnee pacnpocTpaHeHHas
npuynHa BHe3anHomn cepaeyHoit cmeptu (BCC). Y HeKoTOpbIX Naum-
€HTOB MOT'YT BO3HUKHYTb CUMNTOMbI NPEeA06MOPOYHOI0 COCTOSHMS
UM 06MOPOKA, CBA3AHHbIE C 6PAfNAPUTMUAMN, BKIHOYAsS CUHYCO-
Byl 6paaukapaunto, AB BTopon ctenedu Moowuty Il unu paxe AB
610Kay TpeTbeil cTeneHn. bpaankapaus y NauMeHToB C neperpys-
KOW XKeNe30M MOXET BOSHUKHYTb U3-3a BHELUHUX UMW BHYTPEHHMX
(hakTopoB. Hanpumep, NOBLILIEHHOE COAEPXKAHWE XKene3a MOXeT
NOBMMATL HAa aKTUBHOCTb aBTOHOMHOW HEPBHOW CWUCTEMbI, BO3-
MOXHO, 3@ CYET HapyLleHW HEMPOHHON (YHKUMM WAK BMeLLa-
TeNbCTBA B [pYrue 3/1eMeHTbl 6apopeLenTopHbIX PeeKTOPHbIX
nyTeii, BHELWHMX N0 OTHOLEHWO K cepauy [15]. C apyroii cTopo-
Hbl, BHYTPEHHAS 3IEKTPUYECKAs aKTUBHOCTb CMNELMany3aMpoBaHHbIX
KapaAMOCTUMYNIATOPHBLIX MUOLMTOB, pacnonoxexHblx B CA yane,
TaKXXe MOXET 6bITb HAPYLUEHA XKene3oM B pesyrnbTate Mogynauum
psina MemOpaHHbIX TOKOB, 06paboTkn Ca2+ unu BHYTPUKIETOYHOI
curHanusauuu [12]. bpaguaputmusa npu reMoxpomarose, BKIIH04as
ancyHkumio GA w/unu AB-y3na, BCTpeyaeTcs yalle, Yem Taxua-
puTMms, KOTOpas, no oueHkam, cocrasnsana 10,26% B Hawlei Ko-
ropte. B 0fiHOM uccnefoBaHUKM UCMOMb30Banach MOLENb MbILLen
C XPOHWNYECKON Neperpy3Koi Xenesom Ans U3yvyeHns BIUAHUA Xe-
ne3a Ha doyHKumio CA-y3na. MIHbekLns xenesa B Te4eHue 2 Heaenb

CHUXana 4actoty cepgedHbix cokpauwieHuit (4CC), He okasbiBas
3aMeTHOr0 BSIUSHUS HA CYTOYHble KONebaHus CHa 1 60APCTBOBA-
HuA. CpegHsas YCC 3a 48 4acoB NOCTENEHHO CHUXanacb No Mepe
YBENIMYEHUA NEPMoaa UHLEKLMM Xenesa, npu 3ToM HCC cHuxanach
(P<0,05) ¢ 60,5+12 ynapoB/MUH Ha UCXOZHOM YpoBHE A0 52,9+14
YOapoB/MWUH Nocsie 4 HeJenb XPOHWUYECKOW Neperpyskn Xxenesom.
PesynbTathl NOKa3bIBAOT, YTO COOCTBEHHAA ANEKTPUYECKAS aKTMB-
HOCTb MUOLMTOB, PacnonioXeHHbIX B CA y3ne, TakKe MOXeT 6bITb
HapyLLEHa XXeNnesom B pesynbtare MoAynauum paga MemopaHHbIx
TOKOB WS BHYTPUKNETOYHON CUrHANMU3aumm. 3T U3MeHeHus 06b-
AICHAIOT Pa3BUTUE CUHYCOBOW Bpagukapany, 3aMmeaneHne anekTpo-
NPOBOJHOCTY U MOBbILIEHHYIO BOCMIPUUMYMBOCTL K DIy MbILLeR, a
TakXe y NalWeHToB C neperpyskoi xenesom [16]. B Haweii korop-
Te YacTOTa CMHYCOBOM Gpaankapanu coctasuna 28,21%. dakrtopsl
pUCKa, CBSA3aHHble C OGpaanapuTMuen, BKITHOHAKOT MOXMMOA BO3-
pact, auccpyHkuuio JIM, Hu3kyto YCC B COCTOSHUM MOKOS, YBENM-
YeHHyo npogomkuTensHocts PR 1 QRS, ucnonbaosaHue Tepanun
6erta-6okaropamu.

3ameHenns 3KI, TUnuyHble ANS runeptpodum Muokapaa, B
YacTHOCTW rNy6oKMe OTpuLaTeNbHble 3y6ubl T B NpekapananbHbIX
OTBELEHNSAX, 0COOEHHO B COYETaHUM C 6OMbIO B CEPALE, 4aCTO WH-
Tepnpetupytotcs Kak M, Ho, HECMOTPS Ha BbICOKYHO 4aCcTOTY CTe-
HOKApAUTNYECKMX 6OJelt B FPYAN KaK Y MYXXYUH, TaK U Y XKEHLLMH,
6bI10 OTHOCMTENIBHO Mano 3anuceil 0 NpoLeypax KOPoHapHoOi pe-
BACKynapu3auum unn nHdapkte Muokapgaa. Femoxpomaros He 6bin
NPeAnoXeH B Ka4ecTBe (DAKTOPa pUCKa NpexaeBpemMeHHON aTepo-
CKNepOTMYECKOI NLLeMUYeCcKOI 6051e3HM cepaua.

MauueHTbl ¢ MK yacTo coobuyanu o 60nu B rpyau, 4To nNo3eo-
NAET NPeLnoNoXuTb, YTO Takue (HaKTOpPbl, KaK NOBbILIEHHAS MO-
TPeBHOCTb MUOKapa B KMCNOPOAe, 3a60/1eBaHNe MeNKUX COCYy0B
1 3HJOTENNanbHas AUCEYHKLNSA, KOTOPbIE BbI3bIBAOT MUKPOCOCY-
AUCTYIO CTEHOKAPAMIO Y NALMEHTOB C ApYrumun npuduHamu [TDK,
TakXe BaXHbl ANs reMoXpoMaTo3a. AHanorm4yHo, Mbl He MOXEM UC-
KNKYUTb BO3MOXHOCTb TOTO, YTO reMOXpoMaTto3 ycyry6nser cep-
[e4HO-COCYAMCTLIN PUCK Y NALMEHTOB C ApyrumMu npegpacnonara-
oLMMK (DaKTOpaMu, TaKUMK Kak runepnunugemus, Al u KypeHue.

Bce KnMHNYeckne nNposBneHMs reMoxpomarosa HecneuuguyHsl,
no3ToMy 191 NOATBEPXAEHNA AuarHo3a Heobxoaumbl naéoparop-
Hble 1 MOJIEKYNIAPHO-TeHeTUYecKmne nccnegosanus [17].

3AKJIHO4EHUE

MauueHTam € CepAevyHO-COCYAMCTON MaTonorueil HewusBecT-
HOIA 3TUOMOrNK, B T.4. YTOJNLLEHNEM CTeHKN JTXK n/unn cepaeyHoi
HEeCTaTOYHOCTBIO, HAPYLIEHUAMM PUTMA W NPOBOAMMOCTM, NCEB-
JOUHGAPKTHbIMI n3MeHeHuaMn KT, 0CO6EHHO NpK HaNU4un cu-
HyCOBOII GpafuKapanu, He06X0AUM CKPUHWUHT HA FemMoXpomartos.
MauneHTam ¢ BepUPULMPOBAHHBIM FTEMOXPOMATO30M HE0BX0AUMO
TLlaTeNbHOe 06C/e0BaHNe CepAevyHO-COCYAMCTON CUCTEMBI LA
CBOEBPEMEHHOI ANArHOCTUKW OTKMNOHEHWA, NPOUNAKTUKU U Te-
panui KapauanbHbIX 0CNOXHEHNIA.
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PE3HOME

Llenb. OueHKa BIMSHUS METOA0B N1e4e6HON KOMMPECCUN HIDKHIUX KOHEYHOCTEN 1 npu-
MEHEHIst aHTUKOArynsiHTOB BO BPEMS aDUTMONOTMYECKNX KATETEPHBIX BMELLATENbCTB
1 B PaHHEM NOCNEONepaunoHHOM NEPUOAE Ha YacToTy PasBUTMS TPOMOOTUYECKUX
OCNOXHEHWIA 11 PE3YNbTAT UX NEYEHMS, @ TAKXKE HA YacTOTY reMopparuyeckmx 0Cnox-
HeHW.

Marepuan 1 metoppl. ccnenosaHne HOCUNO NPOCNEKTUBHBIA XapakTep. B paboty
BK/TH04eHO 688 naumeHToB, KOTOPLIM BbIMOMHANOCH BHYTPUCEPAEYHOE 3NeKTPOM-
310M0rNYeCcKoe MCCNea0BaHe, PaaMoyacToTHas UMK KPUOTEPMUYECKas KaTeTepHas
abnaums. MauneHTbl NOMy4anu HeMeAMKAMEHTO3HbIE 1 MedKaMEeHTO3HbIE METObI
NpodUNaKTUKK TpoMO03a rAy6OKMX BEH B Pa3fyHbIX COYETaHUsIX. Bcem 60NbHbIM
MpOBOAMNOCH YNbTPa3BYKOBOE UCCNEA0BAHNE MECTA AOCTYNA — A0 U B TEYEHME CYTOK
nocne npoueaypbl. Hanuyue remopparnyeckux u TpOMEOTUHECKMX OCNOXHEHWA, a
TaKKe 30)EKTUBHOCTb NIEYEHNS MOCNEAHNX OLEHMBANMCH MO Pe3ynbTatam NoBTop-

HOrO JyNNeKCHOr0 CKaHUPOBAHUS.
PesynbTatbl. TpoM603 rny6oKuX BeH 6bin BbiIfBNEH y 113 (16,4%), Cepbe3Hble remop-
paruyeckue OCNOXHEeHNs, TpeboBaBLUMUE [OMOHUTESLHOIO fedeHns — y 18 (2,6%)
NauneHToB. MpuMeHeHne NeYebHOM KOMMPECCUU HIKHIX KOHEYHOCTEN 1 MHTpaone-
paLvoHHOe BBEAEHWE renapiHa nokasano at(heKTUBHOCTb B NPESOTBPALLEHIM PUCKA
TPOMG0308B; Pe3ynbTar NocneonepaLMoHHOr0 BBEAEHE JHOKCANAPIUHA HATPUA 3aBU-
Cen o7 403bl npenapata. lpuMeHeHe aHTUKOAryNAHTOB He BNMANO HA PUCK remMop-
paruyeckux 0CNOXHeHMIA. NepopanbHble 1 NapeHTepanbHbIe aHTUKOAryNAHTbI 3HaYu-
TeSIbHO NPUBOZMIN K NOMHOMY/4ACTUYHOM Nu3KCy TpOMGA Y 60NbLUMHCTBA 6ONbHBIX.
3akntoyenue. MauneHTam, NNaHUPYeMbIM Ha apUTMOMOrUYeCKUe KaTeTepHble BMe-
LUATeNbCTBA, MOXET BbiTb PEKOMEHAOBAHO AKTWBHOE WCMOMb30BAHWE OLHOMO WM
HECKONbKUX NpounakTAyeckux metonos TIB 6e3 KIMHUYECKM 3HAYUMOr0 pucka
YBENMYEHUS FEMOPPAri4ECKIX OCTIOKHEHWIA.
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SUMMARY

Aim. To evaluate the methods used for therapeutic compression of complications and
the use of anticoagulants during arrhythmia catheter interventions and in the early
postoperative period at stages of thrombotic disease development and treatment
outcomes, as well as at stages of hemorrhagic complications.

Material and methods. The study was prospective. The study included 688 patients who
underwent intracardiac electrophysiological studies, radiofrequency, or cryothermic
catheter ablation. Patients used non-drug and drug-based thrombosis prevention
methods in various treatment options. All patients underwent ultrasound examination
of the access site before and within 24 hours after the procedures. The presence of
hemorrhagic and thrombotic interventions, as well as the treatment methods for the
|atter lesions, were repeated after duplex intervention.

Results. Venous thrombosis was detected in 113 patients (16.4%), and serious
hemorrhagic signs requiring additional treatment were detected in 18 (2.6%).
Cautious use of therapeutic compressions and intraoperative heparin administration
demonstrated efficacy in preventing the risk of thrombosis. The effect of postoperative
enoxaparin sodium administration was dose-dependent. The use of anticoagulants did
not affect the risk of hemorrhagic complications. Oral and parenteral anticoagulants
significantly resulted in complete or partial thrombolysis in most patients.

Conclusion. Patients, according to arrhythmia catheter principles, may benefit from the
active use of one or more DVT prophylaxis methods without an officially standardized
risk of increased hemorrhagic complications.

Keywords: electrophysiological study, catheter ablation, deep vein thrombosis, vascular complications, anticoagulants, prevention
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BO3MOXKHOCTVI MPODPUIIIAKTVIKV 1 JIEHEHVIA TPOMBO30B IT1YE0KWIX BEH HVIDKHIX KOHEYHOCTEW

MOCTIE APUTMOJIOMMYECKUIX KATETEPHbBIX BMELLIATE/IbCTB

BBEJIEHWE

YBennyeHne npoaomKUTENBHOCTU XNU3HM 1 06LLee CTapeHune Ha-
CeNeHns NPUBOAAT K HEYKNIOHHOMY POCTY KONWYeCcTBa NauueHToB
C HapyLeHWsAMN puTMa Ceppua, YTo CTUMYNMPYET aKTUBHOE pas-
BUTWE 1 COBEPLUEHCTBOBAHUE UHTEPBEHLMOHHbIX METOLO0B ANarHo-
CTUKU W nedenus aputMuia [1]. CoBpemeHHble paboTbl B 06NacTy
3NEeKTPOM3NONOrMYeckux uccnepoBarnii (3®N) n KaTeTepHbIX
abnaumii BKNoYatoT B ce65 NOUCK METOA0B, NO3BOMAIOLLMNX NOBbI-
cuTb 3h(PEKTMBHOCTL BMELLIATENbCTBA NPU MUHUMM3ALNU pUCKa
OCNOXHEHWA. Hanbonee 4acTbIMi CTAHOBATCS OCNOXHEHUS, acCo-
LMMPOBAHHbIE C TPAHCCOCYANCTLIM focTynoM. 0C060ro BHUMaHKe
3acnyXuBaeT TpOM603 riy6okux BeH (TIB) HUXKHUX KOHEYHOCTEI
nocne NyHKUMW GefipeHHOI BeHbl. byay4n MCXo4HO 6eCCMMNTOM-
HbIM, OH HEPELKO NPONYCKaeTCca NevalmMm Bpayamm B 0TCYTCTBUE
PYTUHHOTO YNbTPA3BYKOBOrO KOHTPONS MecTa MyHKUMM nocrne
BMELLATeNbCTBA, @ ero NPOrpeccupoBaHue MOXET MPUBOAUTL K
PacnpoCTPaHeHMD TPOMBOTNYECKOro NpoLecca Ha NnoAB3aoLLHbIe
BEHbI, HIXKHIOK NONYI0 BEHY, Pa3BUTUI0 TPOMO03MO0MN NEro4HON
aptepuu (TINA) [2-4].

[lencTByloLme KNMHNYECKNE PEKOMEHAALNM MO ANArHOCTIKE K
NEYEHN0 HaKeNYyL04KOBbIX W XXKeNyA04KOBbIX HAPYLLEHWA pUTMa
CepALa He JakT CTPOruUX yKasaHwit no NnpothnnakTnke 1 ne4eHnto
TIB nocne 3®U, pagno4acToTHON UK KPMOBANNIOHHOI KaTeTep-
HOU abnauun [5,6]. B T0 XXe Bpems KIMHUYECKME PEKOMeHAaunm
Accoumnauumn cnebonoros Poccun cogepxar ToNnbko o6bLime no-
NOXEHUs N0 3TOMY BOMPOCY, €Nabo y4uTbiBas cneLndouky aput-
MOMOrNYEeCKUX KaTETEPHbIX BMELLATENbCTB [7].

HemeMKaMeHTO3Has NpouIakTka TPOMBOTUYECKUX 0CMOX-
HEHWA MOXET 6blTb NMpefCcTaBfieHa 3MacTU4eCcKON KOMNpeccuen
HKHUX KOHEYHOCTEI, NocnefoBaTenbHON nepeMeHHoil nHeBma-
TUYECKOI KOMNPECCUEH HMKHUX KOHEYHOCTEN 1 3NEKTPUYECKOM
CTUMYNALMEN MbILLIL FONEHN, a TaKXKe ne4ebHON PU3KYNbTYpON.
OCHOBHOW LefbI0 UX NPUMEHEHMNS ABNSETCSH YCKOPEHUE BEHO3HO-
ro Kposotoka. MeankameHTo3Has NPOHUNAKTUKN U NEYEHUE YXKEe
COCTOSABLUEroca TpOM603a 3aK/N04aeTCA B UCNOMb30BAHNMN AHTU-
KOarysnsHTOB BO BPEMSA U/ Nocne BMeLaTenscTsa. AHTUKOAry-
NAHTBI TAKXXe PEKOMEHAO0BaHb! ANs JIe4eHMs YXKe COCTOSABLUErocs
TIB. OfHaKo NpUMeHeHNe yKa3aHHbIX MeANKaMEHTO3HbIX MeTo-
[l0B HEN36€XHO YBENWYMBAET PUCK reMOpparnyecknx 0CoXHe-
HWI MHBA3MBHbIX BMELLATENbCTB. Takum 06pa3om, NoMcK 6anaHca
MexXay MUHUMM3aLmen TPOMBO3IMOONMYECKOrO pucka 663 KIMHU-
YeCKU 3HAYMMOro poCcTa 4acTOThbl remMopparm4ecknx 0CnoXHeHNA
npu BbINOAHeHUU IPU 1 KaTeTepHbIX abnauun CoOXpaHsaeT BbICO-
KY0 aKTyaNnbHOCTb.

Llenbio Hallero uccrefoBaHWs cTana OLEHKA BIMSHUA METo-
[10B 11e4e6HON KOMMPECCUN HIKHUX KOHEYHOCTE U NPUMEHeHUs
AHTUKOAryNnsaHTOB BO BPEMA apUTMONOTNYECKINX KATETEPHbIX BMe-
LUATeNbCTB 11 B PAHHEM MOCMeonepalunoHHOM Nepuoje Ha 4acToTy
pasBUTUA TPOMOOTUHECKUX OCNOXHEHWA 11 PE3YnbTaT UX NeveHns,
a TaKXKe Ha 4acToTy reMopparnyeckux 0CNOXHEHN.

MATEPWAN U METO/Ibl

Pa6oTa 6bina BbINOMNHEHA Ha 6a3e Hay4yHO-ucCneaoBaTeNbcKo-
r0 WHCTUTYTA KNWHMYeckon kapguonorum um. A.JT. MacHukoBa
®IrbY «HMWUUK um. ak. E.W. HYazosa» Munagpasa Poccum — otae-
na KNNHUYECKO aNeKTPON3NONOT NI N PEHTIEHOXNPYPTUYECKINX
METOJI0B NeYeHMs HapyLieHWii putma cepaua u naéopatopum
/IHTepPBEHUMOHHBIX METOAOB AWArHOCTUKM W NEYEHMS Hapylle-
HUI puTma. iccnenoBaHmne BbINOSIHEHO B COOTBETCTBUW CO CTaH-
JapTamMmu Hagnexawlen knuuuveckoin npaktuku (Good Clinical
Practice) u npuHuunamn Xenbcunckoin [eknapauum. MpoTokon
ncenefoBaHns 6l 0A06PEH NTOKaNbHbIM 3TUYECKUM KOMUTETOM
OrBY «HMWLUK wm. ak. E.N. Yazosa» Munagpasa Poccun. [lo
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BK/OYEHNA B UCCNEJ0BAHUE Y BCEX Y4ACTHUKOB ObINO MONY4EHO
NUCbMEHHOE MHGOPMMPOBAHHOE coracue.

Halwe nccnefoBaHne HOCMNO NPOCNEKTUBHBINA XapakTep. B nc-
CNefl0BaHNe BK/KYANMCh TOMbKO naumeHTsl ctapiue 18 net, npo-
XOAMBLIME CTalLMOHapHOe 06CnefoBaHWe W nevyeHne B OTAeNe
KNUHWYECKON 3NEKTPOCN3NONOrMN N PEHTTEHOXMPYPrUYecKnx
METOJ0B NeYeHNs HapyLIeHWA puTMa cepaua v NONy4uBLUME
ANArHOCTUYECKOE 1NN NevebHOe UHBA3UBHOE apUTMONOTUYECKOe
KaTeTepHoe BMeLLaTensCTBO — BHYTpUCepae4yHoe 3P unu kare-
TepHyto abnauuio. 3a 10-netHuin nepuog ¢ 2013 no 2022 rr. B
nccnefgoBanmne 6b110 BKNOYEHO 688 naLueHToB B TOM Yucne 352
(51,0%) myxunH n 336 (49,0%) xeHwwuH. Meguana Bospacta
nauueHToB coctasuna 51,5 (37;62) net. MNepes BMewwaTelbCTBOM
BCEM 60/bHbIM BbIMOHANOCH YNbTPA3BYKOBOE LYNEKCHOE CKa-
HupoBaHue (Y3[C) mecTa goctyna — Ans naeHTUduKaLmm nuu, ¢
npu3HakKu Tpom603a B 30He NPeAnosaraeMoii NyHKUUM 1o BMe-
LIaTeNbCTBA.

CTpyKTypa BbIGOPKU NALMEHTOB B 3aBUCUMOCTM OT BapiaHTa Ha-
PYLUEHUIA PUTMA U NPOBOAUMOCTM, NO NOBOAY KOTOPLIX NPOBOAK-
N0Cb BMeLLATENbCTBO, NPeACTaBieHa Ha pucyHke 1. Y 5 naumeHToB
no pesynbtatam IO He 6bIN0 BbISBMEHO TaXUAPUTMUU.

M4 0,5% Il TaxvaputMus He BbIfBNEHA

51;6,3%
38;4,7%

W5 06% [ ®eHomeH/ cuHapom bpyrana

HapyLueHne npoBogumocTy
M TNpencepaHas Taxukapaust
®ubpunnauus npeacepani

TunmnyHoe TpeneTaHme

npeacepamit
107; 13,2% PeAcepA
CuHapom

Bonbha-MapkuHcoHa

JKenynoukosas
9KCTPaCUCTONNS/ TaxMKapamsa

128; 15,8%

75; 9,3%
M NapokcuamanbHas
aTp1o-BEHTPUKYNAPHAA
y3710Bast PeLMNPOKHas
TaxvKapaus

145;17,9%

PucyHok 1. BapwanTbl HapylueHWii puUTMa/NPoBOAMMOCTH, N0
NoBOAY KOTOPbIX BbINOJHEHO BMELATENbCTBO [COGCTBEHHbIE
LaHHble]

Figure 1. Variants of rhythm/conduction disorders for which the
intervention was performed [own data]

BOMbHbIM, MPUHUMABLLUMM AHTUKOATYNAHTBI N0 KOHKPETHBLIM M0-
Ka3aHusaM [10 BMeLIaTensCTBa, AaHHas rpynna npenapartos 0TMeHs-
naco 3a 24-48 4yacoB [10 HBa3WBHOI npoLeaypbl. [TauneHTsbl, npu-
HWMaBLLINE aHTWUArperaxTbl (Hanpyumep, No NOBOAY aHrMOMNAaCTUKN
W CTEHTUPOBAHWA KOPOHAPHBIX UMW Nepucepu4eckux aptepui)
NPOACHKANM UX MPUEM HE3aBMCUMO OT MPOBOAMMOIQ BMELLATe b-
CcTBa.

[ns npounaktuku TIB y BCex NauneHToB 6bIIN UCMOMb30BaHbI
B PA3JIMYHBIX COYETAHMAX CreayIoLLne Mepbl; eyebHas Komnpec-
CUS HUKHUX KOHEYHOCTEN — B BIUE KOMNPECCUOHHOI0 TPUKOTaXa
UKW 3N1aCTUYHOr0 GUHTOBAHMA HA BpeMs MMMOOWUIN3ALUN; BHY-
TPUBEHHOE BBELEHNE He(DPAKLMOHMPOBAHHOIO renapuHa Bo Bpe-
M$ BMELUATeNIbCTBa; NOAKOXHOE BBEAEHNE JHOKCANAPUHA HATPUS
B Npodounaktiyeckoin fose (40 mr) B nepsblie cyTku nocne IGU/
KatetepHon abnaumu. bontocHas Josa HedpakLUOHUPOBAHHOMO
renapuHa gns BHYTPUBEHHOrO BBEAEHUS ONpenensnach, UCXoAs
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13 maccel Tena: 70 EJ/kr npu paboTe B NpasbIx 0TAENAX cepaua,
He meHee 100 E[I/kr macchl Tena npu paboTe B NEBbIX OTAEnax.
Takxxe renapuH BBOAMNCS [OMNONHUTESIbHO BO BPEMS BMeLLATENb-
CTBa 115 NOAAEPXKAHUSA aKTMBMPOBAHHOIO BPEMEHU CBEPTbIBAHMS
Ha ypoBHe He MeHee yem 300-350 cekyHa. C Lenbto npodunakTu-
KW remopparn4eckux 0CroXHeHW NpMMEHAN0CH OXNAXAEHUE [0
1,5-2 4acoB (C nepepbiBaMmn) MecTa NyHKLWKU C NOMOLLBIO Ny3bIps
co NibaoM. Ha 1 unun 2 neHb nocre BMeLaTesibCTBa BCEM nawmeH-
TaMm npoBoAMNocL KoHTponbHoe Y3[C mecta goctyna ¢ Lenbio
NCKNOYEHNs TPOMOOTUYECKUX M remopparnyeckux COCyANUCTbIX
0CnoXHeHwiA. Mpu BbiBneHHOM TIB Ha3Hayanuchb opanbHble U
napeHTepasnbHble aHTUKOArYNAHTbI: HOKCANAPUH HATpUs, Bapda-
PUH, puBapokcabaH unu gaburatpax.

CtatmucTnyeckas 06paboTka [aHHbIX 6blna NpoBeJeHa ¢ UCNoSib-
30BaHMEM BCTPOEHHbIX CTATUCTMYECKUX (DYHKLMUIA NPUNOXKEHNS
Excel ocucHoro naketa Microsoft Office 2016, a Takxe nporpam-
Mbl RStudio 2023.12.1 Build 402 (Posit Software, PBC) u fi3bika
nporpammuposaHus R sepcumn 4.4.1. MNpu onncaHnin KoNM4ecTBeH-
HbIX NePEMEHHbIX BbIU UCMNONb30BaHbI CPEAHEE 3HA4YEHNE W CTaH-
napTtHoe oTKnoHeHne MeanxSD u meanana, 25% 1 75% KBapTunm
Median (Q1; Q3); Ka4yecTBeHHbIe NepeMeHHble ONWUCaHbl B BUJE
ponei (%) no rpynnam v no BCen BbIGOPKe. pn cpaBHeHUM no-
KasaTenemn He3aBUCUMbIX rpynn Ucnonb3osanca kputepuin MaHHa-
VYUTHW (ANA KONMWUYECTBEHHbIX MOKa3aTeNen) 1 TOYHbIA KpUTepHii
®uwepa nnu Kputepuin ¢ NMupcoHa (AN Ka4eCTBEHHbIX NoKasarte-
nen). Pasnuyus rpynn npu3Hasanmch CTaTUCTUYECKN 3HAYUMbIMMY,
eCnn p-Kputepuii 6b1n1 meHee 0,05.

PE3YJIbTATbI

TI'B nocne Bmewartensbctsa onpegenanca y 113 (16,4%) nauyu-
@HTOB, HO TO/bKO 19 (2,8%) U3 HUX UMeNN NpU3HaKU NoTUpY-
tOLLLEro TPOM603a UM TPOMOOTUHECKYIO OKKNIO3UKD GeapeHHON
BEHbl. KIMHWYECKM 3HA4YMMble TeMopparnyeckme OCNOXHEHNS
6bInn 0TMeYeHbl B 18 (2,6%) cnyyasx, B Tom ducne y 12 (1,7%)
60/1bHbIX 06pa30BaBLUAACA NOCMNE MYHKLMUM remaToma npusoamna
K 3KCTpaBa3anbHoi komnpeccun 6eapeHHoi BeHbl. Y 138 (20,0%)
nauMeHTOB Habnofjanacb AOCTaTOYHO BblpaXXeHHas UMOMOULNS
MATKWX TKaHemn 6eapa. Cny4aes peTponepuToHeansHoOro KpoBoTe-
YeHWA B HaLLeil BbI6OPKE NaLNeHTOB 3aperncTpupoBaHo He 6b1no.
7 (1,0%) GONbHLIX UMENW KaK Cepbe3Hble reMopparuyeckue, Tak
W TPOMOOTUYECKME OCNOXHEHWUsA. Hanudue apTepuoBEHO3HOMO
COYCTbA Mocne BMeLLaTenbcTea 6bino BoiasneHo y 13 (1,9%) na-

LMeHTOB. bonee NoAPO6GHO JaHHbIE NO COCYAUCTLIM OCNIOXHEHM-

AM NpeacTaBnieHbl B Tabnumue 1.

Tabnuua 1. CocyaucTbie 0CNOXHEHUA NOCNE apUTMONOrMYECKUX
KaTeTepHbIX BMeLwwaTenbcTs [cO6CTBEHHbIE faHHbIE]
Table 1. Vascular complications after arrhythmia-related catheter

intervention [own data]

BapuanT ocnoxHeHus AR
nauueHToB N, (%)
TPOMBOTNYECKNE OCTIOXHEHUS, U3 HUX: 113(16/4%)
MPUCTEHOYHBIA TPOMOO3 110 (97,3%)
OKKJTtO3MPYIOLLMIA TPOM603 2 (1,8%)
TPOM603 C NpU3HaKkamu chnotauum 17 (15,9%)
['eMopparnyeckmne 0CIIoXHEHNS, U3 HUX 146 (21,2%)
AMOU6MLMA MATKIX TKaHeN 138 (20,0%)
lNcesnoaHeBpr3Ma 1(0,7%)
MynbcupytoLLas rematoma 6 (4,1%)
o 12(62%
ADPTEPNOBEHO3HOE COYCThE 13(1,9%)

JhheKTMBHOCTb METOA0B NPOHUNAKTHKM

TPOMOOTUYECKUX OCNOXHEHMNA

Mo pesynbtatam Hawei paboTbl BAWSHWE METOLOB Npodou-
NaKTUKN Ha puck passutusa TI'B CyLleCTBEHHO pa3nuyanoch. Tak,
CTaTUCTMYECKU 3HA4MMaa 3hheKTUBHOCTL Obina MOATBEPXAEHA
ANs ANacTU4HOro 6UHTOBAHUSA/HOLLIEHNS KOMMPECCUOHHOMO TPUKO-
TaXa — KaK B CNyyae Hayana ero npUMeHeHns [0 BMeLLaTeNbCcTBa
(p<0,001), TaK n cpasy nocne Hero (p<0,001). OgHOKpaTHas MHB-
eKLMA 3HOKCanapuHa HaTpus B TeYeHUe nepeble CyTKWU He umena
YETKOW CBSA3N CO CHIDKEHWEM pucka Tpom60308 (p=0,056), Ho npu
MHTPAoNepaLMoHHOM BHYTPMBEHHOM BBefeHUu renapuHa TIB Ha-
6ntoganca pexe (p<0,001). B 10 ke Bpems JONOMHUTENbHbIA aHa-
NIN3 NOKa3an HeoLHO3HAYHY0 3aBUCUMOCTL 3QOEKTUBHOCTU NPO-
(PUNakTUKM OT NPUMEHAEMBIX 103 AHTUKOATYNAHTOB (Ta0n. 2).

Femopparuyeckue 0CNOXHEHUA
MMpwn aHanuse cnyvyaeB KNUHWUYECKN 3HAYMMbIX remopparnyeckmnx
OCNOXHEHWIA (NCeBA0AHEBPU3MbI, NYNbCUPYIOLLEA reMaTOMbl, re-

Tabnuya 2. IthchekTnBHOCTL M Ge30NacHOCTL Mep npodunakTuku TIB nocne apuTMONOrNYECKOro KaTeTepHOro BMELLATeNbCTBa [COOGCTBEHHDbIE

LaHHble]

Table 2. Efficacy and safety of measures to prevent DVT after arrhythmia-related catheter intervention [own data]

okasarenb

Jleye6Has KOMNPECCHS HMKHUX KOHEYHOCTEN 10 BMELLATeNbCTBa, N (%)

Jleve6Has KOMNPECCHS HKHUX KOHEYHOCTE
nocre BMeLLartenscTea, n (%)

JHOKCanapuH HaTpus Noc/e BMeLaTenbeTsa, n (%)
HepaKLmMoHMPOBaHHbI renapyH BO BPeMS BMELLIATENbCTBa, N (%)
CymmapHas [03a 3HoKcanapuHa HaTpus, Mr

CymmapHas ao3a renaputa, Eg/kr

OtcyTcTBre Mep NpodounakTukm, n (%)

[nuTenbHOCTb UMMOGUNN3ALNN, HacoB

. Tpom6o3a 3Hauehue

Tpom6o3 ectb, n=113 Her, n=575 p-KpHTEpHA
41 (36,6%) 320 (62,3%) <0,001

82 (73,2%) 449 (87,4%) <0,001

49 (43,8%) 276 (53,7%) 0,056

69 (61,6%) 402 (78,2%) <0,001
56,6+33,5 68,1+30,0 0,012
77,9+349 61,1+27,8 0,001

2 (1,8%) 18 (3,5%) 0,349
18,9¢7,0 18,63,0 0,537
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BO3MOXKHOCTVI MPODPUIIIAKTVIKV 1 JIEHEHVIA TPOMBO30B IT1YE0KWIX BEH HVIDKHIX KOHEYHOCTEW

MOCTIE APUTMOJIOMMYECKUIX KATETEPHbBIX BMELLIATE/IbCTB

MaTOMbl C 9KCTpaBa3asibHON KOMMpeccun 6ejpeHHON BeHbl) Takue
MeToAbl npodounakTki TI'B, Kak anacTu4HOe GUHTOBAHUE HKHUX
KOHEYHOCTEM W NPUMEHEHWNE KOMNPECCUOHHOMO TPUKOTaXa [0/no-
Cne BMeLIaTenbCTBa, PakT UHTPAONePaLMOHHOr0 BBEAEHMS rena-
pUHA W NOCeonepaUmMoHHOro BBeAEHNS aHOKCanapuHa HaTpus He
BNUANN HA 4ACTOTY Pa3BUTUS OCNOXHEHMS. CTaTUCTUHECKN 3HAYM-
MOW pa3HuLibl B 03e BBEJEHHbIX aHTUKOAryNsHTOB Y NaLMEHTOB C
reMopparu4yeckMMm 0CIIOKHEHUAMM 1 6€3 HUX NOJTy4EHO He BblO.
MoapobHble AaHHbIE aHanW3a npencTaBneHbl B Tabnnie 3.

OTaenbHO 6bIN NPOBEAEH aHANKU3 CBA3N MEXAY CNy4aaMn UMOK-
OMLMN MATKUX TKaHel nocne BMeLWware/bcTa i TPOMOOTUYECKUM
WWnn Cepbe3HbIM TeMOpPParMyeckuM OCNOXHEHWEM: Takoe CO-
yeTaHue Habnoganoch y 62 (44,9%) nauneHToB C BbIPAXKEHHbLIM
NPONUTLIBAHNEM NPUNEXaLLMX TKAHei KPOBbHO, B TO BPEMS KaK Npu
OTCYTCTBMW MMOMOULIMI YKa3aHHbIE OCNOXHEHUS OblIN OTMEYEHbI
TONIbKO Y 76 (13,8%) 60nbHbIX (p<0,001).

JleyeHne TpOMOBOTUYECKHMX OCNOXKHEHMI

3 113 nauuenToB ¢ TI'B 22 (19,6%) oTHOCMAKCH K rpynne «au-
HAMWN4YECKOro HabNofeHUsA» U He NoNy4ani LONOSHUTENbHON Te-
panun. B TeyeHue 3-X CYTOK CMOHTaHHOE paccacbiBaHue Tpomba
Habnoaanock y 6 u3 22 (27,2%) 6onbHbIx. OcTaBliasncsa rpynna u3
91 nauweHTa nony4ana aHtukoarynantel. Takxe B 1 (0,9%) cnyyae
noTpe6oBanach MMNaHTaLua KaBa-punbTpa, a 2 (1,8%) nauneHta
nepeHecsn onepaTtmeHoe neveHne TIB.

lNapeHTepanbHOe NPUMEHeHWe JHOKCanapuHa HaTpus B Npodu-
naktuyeckon fose 40 mr/cyt. y 15/20 (75%) 60nbHbIX NPUBENO K
NONHOMY MCYE3HOBEHWIO WK CYLLECTBEHHOMY YMEHbLUEHWE pas-
MepoB TpomM6a; B Niede6HOI fo3e 1 Mr/kr x 2 pas3a B CYTKW aHa-
NOruYHbIA pesynbtar oTmevancs B 40/44 (90%) cnyyaes. Tepanus
nepopasbHbIMK aHTMKoArynaHTamm (pusapokcabaH 15 mMr x 2 pasa
B cyTku/gaburatpad 110 unu 150 Mr x 2 pasa B CyTKu) nokasana
3(DEKTUBHOCTb — Yy 23/27 (85%) naumeHTOB.

OBCYXJAEHUE

HacTosilLee 1ccneaoBaHne nokasano BbICOKYO pacnpocTpaHeH-
HocTb TIB nocne apuTMONOrMYecKUX KaTeTepHbIX BMeLIATeNbCTB
npu pyTUHHOM ucrnonb3osanum Y3[1C mecta focTyna, COOTBETCTBY-
tOLLYIO JaHHbIM COBPEMEHHbIX UccnefoBaHuil [3,8]. B To e Bpems
KOMINYECTBO CEPbE3HbIX FEMOPPArM4eCKINX 0CNOXKHEHNA 0Ka3anoch
B 6,5 pa3 HuXe, 4eM KOnnM4ecTBO TPOM60308 (16,4% npoTus 2,6%),
HECMOTPS Ha nepuonepawoHHOe NPUMEHeHe aHTUKOArynaHTOB Yy
00MbLUNHCTBA NALMEHTOB.

B kadyectBe MeTof0B NPOUNAKTUKM TPOMOOTUYECKUX OCMNOXHE-
HWiA B Hallen paboTe Mbl UCMOMB30BANN Te Xe NPUeMbl, 4T Nnpej-
narawiT 3apyéexHble uccnegosatenu [9]. OgHako ux addpekTns-
HOCTb 0K23aN0Cb CYLLECTBEHHO BbILLIE — HOLLIEHWE KOMNPECCUOHHOIO
TPUKOTAXKA U 3NACTU4HOE BUHTOBAHWE HUMXKHUX KOHEYHOCTEN, Kak

MHTPaonepaLUmoHHoe NPUMeHeHe renapuHa, NpMBeno K CTaTucTuye-
CKW 3HAYNMOMY CHUXKEHWIO YacToTbl TI'B. BBeaeHWe 3HOKcanapuHa
HAaTpMA UMENo A0303aBUCUMbINA 3CDCEKT (4aCTb NALMEHTOB B nep-
Bble CYTKW MOCneonepauuoHHOro nepuoaa nonyyana nosy 6onee
40 Mr npy HaNMUYNMKM NOKA3aHWA K MPUMEHEHWIO AHTUKOArynsHTOB
B MOJSIHOW L1036, He CBA3aHHbIX C BO3HUKHOBEHWeM TIB). [lo3a He-
(hpakUMOHMPOBAHHOTO renapuHa bbinia HECKOMbKO Bbllle BO BpeMs
BMELLATENbCTB, OCMOXHUBLUWUXCA BEHO3HBIM TPOMOO30M, YTO NoA-
pa3yMeBaeT akTMBHOE MHTPAOMNEPALMOHHOE UCMOMb30BAHNE aHTUKO-
arynsHTOB Y NaLMEHTOB ¢ 6ONbLIMM KONWYEeCTBOM (PAKTOPOB pucka
TIB — npw 6onbluei ANUTENbHOCTU NpOLEaypbl, NPOBeAeHMN abna-
LK B NeBbIX OTAeNax cepaua u 1.4. MpumeHeHne napeHTepanbHbIX 1
nepopanbHbIX aHTUKOArYNAHTOB NOCIE KATETEPHOr0 BMELLATENbCTBA
NOATBEPAUNO BbICOKYHO 3(DHEKTMBHOCTbL Aaxe Ans npocunakTuye-
CKMX 03 NpenapaToB (3HOKCanapuHa), BTPOe NpeBbillas camocTos-
TeNbHble BO3MOXHOCTN (PUOPUHONUTUYECKON CUCTEMBI OpraHU3ma.

Y 18 naumeHToB C Cepbe3HbIMU reMopparm4eckUMn 0CI0KHEH!-
amu nocne 3OU n PHA He 6bino BbISBMEHO CTATUCTMYECKM 3HA-
YUMbIX OTANHWIA MO YACTOTE NPUMEHEHWNS| HEMEANKAMEHTO3HBIX W
MeAMKAMEHTO3HbIX Mep NpodunaKTUKn TpoM6030B. MoNoXMUTeNb-
HOTO (CHUKEHWE prcKa KPOBOTEYEHNS) UMK OTpULATENIbHOTO (yBe-
NNYeHns pucka TpomM603a) adhdheKTa 0T KpaTKOCPOYHOro oXnaxpe-
HUA MECTa NYHKLUK TaKXXe 0TMEYEHO He 6bINo. IMOnbuLms markux
TKaHeli ropasgo Yaiue Habnaanach y nauneHToB, NONYYMBLLMNX Te
UMW UHblE COCYANCTbIE OCNOXHEHMS, YTO MOXXET 06bACHATLCA TeX-
HUYECKUMMN TPYOHOCTAMU W OONONHUTENbHBIMA MAHUNYAALNAMU
MpW BbINOMHEHWI NYHKLMW 6EPEHHOI BEHbI Y TAKWUX NaLUEHTOB, U,
COOTBETCTBEHHO, 60MbLIMM NOBPEXAEHUEM OKPYXKAOLLNX TKAHEN.

3AKJIHOYEHUE

\3MeHeHne COBPEMEHHbIX NpeAcTaBneHUA 0 4acToTe TPOMOO-
TUYECKMX OCMOXHEHUA NOCNe KaTeTepHbIX BMELWATeNbCTB NPMBO-
ANT K HE06XOAMMOCTN 60M€ee Cepbe3HOr0 BHUMAHUSA K METOAaM UX
NPOGUNAKTUKN U NeYeHus. B Halem nccneaoBaHui HemeankameH-
TO3HbIE METO/bI NIE4E6HON KOMMNPECCUN HIKHUX KOHEYHOCTEN, pe-
KOMEH/yemble [Nl XUPYPru4ecKuX BMELLIATENbCTB, CHIKANN PUCK
TIB Takxe AnA ManowHBa3ueHbIX npoueayp IOUN n katetepHoi
abnauun; MHTPa- U NocneonepaLmoHHoe MCMONb30BaHUE aHTUKO-
arynaHToB NOKa3ano CBO 3¢)HeKTUBHOCTbL 1 6e30MacHOCTb Kak B
nnaHe NpodMNakTUKK, Tak 1 NeYeHns TPOMO030B 6e3 yYBeNNYeHUs
pucka KpOBOTEYEHUIA.

lMonyyeHHble B HACTOSALLE paboTe pe3ynbTaTbl NO3BONAOT PEKO-
MEH[10BaTb BCEM NaLWeHTam, MNaHNPYyeMbIM Ha apUTMONOrYeCcKne
KaTeTepHble BMELIATeNnbCTBA, aKTUBHOE MCNOMb30BaHME METOA0B
npocounaktuku TIB. OnpeaeneHne oNTUManbHOMO KONMYecTBa Mep
npocunakTukn TIB 1 KOHKPETHBIX 403 NapeHTepanbHbIX aHTUKOA-
TYNSHTOB JOMKHO CTaTh MPeAMETOM AaNbHENLINX NCCNEA0BaAHUIA.

Tabnuua 3. Flemopparudeckue ocnoXHeHus NOCNE apuTMONIOrM4YECKOro KaTeTepHOro BMeLIaTeNnbeTBa [CO6CTBEHHbIE aHHbIE]
Table 3. Hemorrhagic complications after arrhythmia-related catheter intervention [own data]

lMoka3atenb

Jleye6Hasn KOMNPECCHs HKHUX KOHEYHOCTEN 10 BMeLLaTenbeTea, N (%)

Jleye6Hast KOMMPECCHS HYXKHUX KOHEYHOCTEN MOC/e BMeLLaTenbCTsa, N (%)

JHOKCanapuH HaTpus Nocne BMeLLaTenbeTBa, N (%)
HehpakLmoH1poBaHHbI renapuH Bo Bpemst BMeLLATenbCTea, N (%)
CymmapHas 103a 3HOKcanapuHa HaTpus, Mr

CymmapHas no3a renapwna, En/kr

OxnaxzaeHune Mecta nyHKLum (nysbIpb €O fbAoM), N (%)
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lemopparuyeckoe Temopparuyeckoro

0CJI0XKHEeHHe ecTb, 0CJI0XXKHEHHS HeT, 3naenne
n=18 n=669 P-KpUTEUA
8 (44,4%) 353 (52,8%) 0,249

14 (77,8%) 517 (77,3%) 0,609

8 (44,4%) 317 (47.4%) 0,520

17 (94,4%) 455 (68,0%) 0,102
37,1407 34,6+405 0,990
78,1374 63,9:29,7 0,201

2 (11,1%) 50 (7,5%) 0,997



POSSIBILITIES OF PREVENTION AND TREATMENT OF DEEP VEIN THROMBOSIS
IN THE LOWER LIMBS AFTER ARRHYTHMIA-RELATED CATHETER INTERVENTIONS
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PE3HOME

Lenb. Liensio [aHHOro UCCnefoBaHMA SIBNAETCS CPaBHUTENbHAsS OLEHKA OAHO-
KpaTtHOro NpUMeHeHNs (OUKCUPOBAHHON MUHUMANbHOR [03bl KaByTUnuaa (ped-
panoHa; Pocems; ®IBY HMUL, kapanonorum um. ak. E.W. Yazosa Munagpasa Poc-
cuu) 350 MKr ¢ aMMOJaPOHOM C TOYKM 3peHns 3 eKTUBHOCTM 1 6e30MacHOCTY
Npu NIEYeHNI NAPOKCU3MOB OUOPUANALMN W TPENETaHNs Npeacepanil.
Martepuanbi u meTofbl. B uccnefosanne 6bian BKOYEHbI 62 NaLneHTa ¢ Napok-
cu3amMamu ubpunasaLAn, TpeneTaHus npeacepanii, pasaenéHHble Ha fBe rpynmbl
(no 31 nauwueHTy B Kaxayto). [epsoi rpynmne 0AHOKPATHO BBOAUIM (PUKCUPOBAH-
HYt0 103y KaByTUAnaa 350 MKr, BTOPOA — amMuofapoH B CTApTOBOR [03e 5 Mr/
KI' C BO3MOXHbIM NPOAOIKeHNeM UHAY3um fo 1200 Mr B cnyyae He[oCTIKEHUS
BOCCTaHOB/EHUS CUHYCOBOrO putMa. MaumeHTbl 6bi CONOCTABUMBI MO OCHOB-
HbIM KIMHUKO-UHCTPYMEHTANbHBIM NMOKA3aTeNsM 3a MCKNK4YEHNeM 60MbLUero
BeCa M AnNTeNbHOCTU aHamHesa apuTMuU B rpynne ammofapoHa. OueHuBanach
3 heKTUBHOCTL KapaMOBEPCUN (BOCCTAHOBINEHME CUHYCOBOrO PUTMA B TEYEHMe
1 1 24 yacos, Bpems 40 MOMEHTA BOCCTAHOBMEHWS PUTMA, CHIDKEHME YacTOTbl
CepLeYHbIX COKPALLEHWIA, [OCTVKEHIE «MAFKOr0» KOHTPONS YacTOThI, OTCYTCTBUE
YCTOYMBLIX PELIMANBOB) 1 6€30MacHOCTb (Hannune cepbE3HbIX CEpAeYHO-COCY-
JUCTbIX OCTIOXKHEHWIA, XNy [04KOBbIX HAPYLLEHWIA PUTMR, YITIMHEHE HTEPBATIOB
QT/QTc, 3Ha4MMbIX 3NM30[0B OPaANKapaMK U Nay3, apTepuanbHON rUnoTeH3mm).
PesynbTatel. B rpynne kasyTunuga BOCCTAHOBMEHWE CUHYCOBOMO puUTMAa B Teye-

Hue 1 yaca gocTurHyto y 87,1% nauuenTos, B rpynne amuogapoHa — y 19,4%
(p<0,001). Yepes 24 4aca cuHycoBbIii putm peructpuposancs y 93,3% u 64,5%
c00TBeTCTBEHHO (p=0,011). Bpems O MOMeHTa BOCCTAHOBNEHUS PUTMA 0Ka3anoch
3HAYUTENIbHO MEHbLUE Y MauMeHTOB rpynmbl kaBytunuga (meaunada 8,00 [5,00;
13,00] munHyT npotme 140,00 [60,75; 240,00] MUHYT y NALMEHTOB rpynnbl aM1oda-
poHa; p<0,001). YacToTa peLmanBOB, CHIDKEHWE YaCTOTbI CEPAEYHbIX COKPALLEHNNA
1 [LOCTIDKEHUE «MSATKOT0» KOHTPOMA YacTOTbl HE Pasfinyannch CTaTUCTUYECKM.
OcTpble CEPAEYHO-COCYAUCTbIE COOBITASA, XENy[OYKOBbIE TaXUKApAMU He Obin
3aperncTpupoBaHbl HK B OFHOI 13 rpynn. YanuHeHue uhtepsana QT/QTc BCTpeya-
10Cb pexe (y 2 naumeHTos, 6,5%, npotus 5 naumentos, 16,1%; p=0,425) n npo-
LOMKANOCh 3HAYUTESIbHO MEHbLLE BPEMEHM NOCe NPUMEHEHUS KaByTunnaa. Ap-
TepuanbHas runoTeHsns Habnioganace y 2 60NbHbIX (6,5%) B rpynne aMuoLapoHa.
3akntouenue. Bbicokas adeKTUBHOCTb U 6E30MaCHOCTb OJHOKPATHOrO Mpu-
MEHEeHN (PUKCMPOBAHHOM [03bl Kaytunuga 350 MKr ans MeankameHTO3HOM
KapAnoBepcun NapoKcU3MoB (UOPUINALMK W TPeneTaHns npeacepaunin LeMOH-
CTPUPYIOT MEHbLUWIA PUCK apUTMOTEHHOTO EACTBMS Mpenapata u BO3MOXHOCTb
COKpALLEHNs BPEMEHW HABMIOAEHUS NALMEHTOB KaK B Nanarax MHTEHCUBHON Tepa-
MUK, TaK 1 B CTALMOHAPHBIX YCOBMAX B LENOM. 3TV NPeMMyLLECTBa [enatoT (uk-
CUPOBAHHYI0 103y KaBYTUAMAA NEPCNEKTUBHOI AN aMOYNaTOPHOTO NPUMEHEHNS.

Kntouesble cnoBa: MeAnkameHTO3Has KapanoBepcus, onbpunnauns npeacepanii, TpeneTaHne Npeacepani, amnoaapoH, pecpancH (kaBytunua)
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SUMMARY

Aim. The purpose of this study is to compare the single use of a fixed minimum
dose of cavutilid (refralon; Russian Federation, E.l. Chazov National Medical
Cardiology Research Centre) 350 g with amiodarone in patients with paroxysms
of atrial fibrillation and flutter.

Materials and methods. The study included 62 patients with paroxysmal atrial
fibrillation and flutter, divided into two groups (31 patients each). The first group
received single fixed dose of cavutilid 350 pg, the second — amiodarone at
a starting dose of 5 mg / kg with a possible continuation of the infusion up to
1200 mg in case of failure to achieve sinus rhythm recovery. The patients did
not differ in main clinical and instrumental parameters, except for the higher
weight and duration of medical history in the amiodarone group. The effectiveness
of cardioversion (restoration of sinus rhythm within 1 and 24 hours, time to
restoration of sinus rhythm, reduction of heart rate, achievement of " lenient "
heart rate control, absence of sustained relapses) and safety (presence of serious
cardiovascular complications, ventricular arrhythmias, prolongation of QT/QTc
intervals, severe bradycardia and pauses >3,0 sec, arterial hypotension).

Results. In the cavutilid group, sinus rhythm restoration within 1 hour was achieved

in 87.1% of patients, in the amiodarone group — in 19.4% (p<0.001). After 24
hours, sinus rhythm was registered in 93.3% and 64.5%, respectively (p=0.011).
Time to sinus rhythm restoration was significantly faster in patients of the cavutilid
group (median 8.00 [5.00; 13.00] minutes versus 140.00 [60.75; 240.00] minutes
for amiodarone; p<0.001). The arrhythmia recurrence rate, heart rate reduction,
and achievement of "linient" frequency control did not differ statistically between
the groups compared. Major adverse cardiovascular events and ventricular
tachycardia were not reported in any of the groups. Prolongation of the QT/QTc
interval was less common (in 2 patients, 6.5%, versus 5 patients, 16,1%; p=0,425)
and lasted significantly less time after the use of cavutilid. Arterial hypotension
was observed in 2 patients (6.5%) only in the amiodarone group.

Discussion. The high efficacy and safety of a single fixed dose of cavutilid 350
ug for pharmacological cardioversion of atrial fibrillation and flutter paroxysms
demonstrate low risk of arrhythmogenic effects of the drug and the possibility of
reducing patient follow-up time both in intensive care units and in general inpatient
setting. Taking these advantages into consideration, we may suggest that fixed
dose of cavutilid 350 pg has potential for outpatient use.

Keywords: pharmacological cardioversion, atrial fibrillation, atrial flutter, amiodarone; refralon (cavutilid)
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MPUMEHEHWE ®VIKCYIPOBAHHOWI JO3bI KABYTWIIVAA B CPABHEHV C AMVOLAPOHOM

[PV TAPOKCYISMAX PUIBPYIIALYVIV MPEQCEPOVIV

BBEJIEHWE

B Poccuu cepaeyHo-cocynucTble 3a60neBaHns 3aHUMaroT Nuam-
PYIOLLME NO3ULNK B CMIUCKE NPUYUH BPEMEHHO 1 CTOMKOMN YTpaThl
TPYAOCNOCOBHOCTU U CMEPTHOCTYW HaceneHus [1].

Mo JaHHbIM NONYNALMOHHOIO WCCNEAO0BaHMS, KONWYeCTBO na-
LMeHToB ¢ hubpunnsaumen npeacepauii (M) 8 mupe 8 2016 rogy
COCTaBNAN0 0K0No 46,3 MAH (npumepHo 1-2% Hacenexus), u3 Ko-
TOPbIX 3HAYUTENbHAA 4acTb — NULA TPYJOCNOCO6HOro Bo3pacTta
(45-69 ner). [2,3].

MeaukamenTosHas kapauosepcus (MKB) n nocnefytoias aHTu-
apuTMUYecKas Tepanus 0CTalTCA OCHOBHbIMW cnocobamiu BoCCTa-
HOBNEHMS CUHYCOBOro putma (CP) n npeaynpexaeHus peuuansoB
npu O©I1 n Tpenetanus npeacepauii (TM), npu 3TOM BbLIGOP AHTKM-
apUTMUYECKOro npenapara OnpefenseTca He TONbKO 3hdeKTns-
HOCTbI0, HO 1 ero 6e30MacHOCTbH0.

AMWOAAPOH Ha CerofHALWHWIA [eHb ABNAETCA Haubonee 4acTo
NPUMEHSIEMbIM NIEKApPCTBEHHLIM MpenapaTtoMm npu KynupoBaHuu
HeJaBHO BO3HMKLUNX napokcu3moB O u TI, 3dheKTUBHOCTb KO-
TOporo gocruraet ot 34 4o 95% B 3aBUCUMOCTYW OT UCMONb3YEMON
[o3bl npenapara [4]. Cnegyet OTMETUTb, YTO NMPU BHYTPUBEHHOM
BBELEHWM aMWUOLApPOH MNPOSBNIAET, B MEPBYI0 04epelpb, CBOWCTBA
6eTa-afpeHo6s0katopa 1 6510KaTopa KarbLMeBbIX KaHanos (T.e.,
YPEXaloLLee 4acToTy COKPALLEHW XeNny[ovKoB [JeiicTBue), co6-
CTBEHHO aHTMAPUTMUYECKOE [eliCTBUE, CBA3aHHOE C 6110KMPOBa-
HWEM KanueBbIX KaHaOoB, peanuayetcs B 60onee NO34HWUE CPOKMU.
Bcnepncteue atoro BocctaHoBneHne CP npu ncnonb3oBaHmn ammo-
[apoHa NPOUCXOLNUT B TEHEHUE HECKOMbKMX 4acoB [5,6]. HacTbiMu
HeXenarenbHbIMKU 3dhdpeKTamin BHYTPUBEHHO BBOAUMOTO amnopa-
POHA ABNAIOTCA CHWKEHWe apTepuanbHoro Aasnedus (AL), dne-
OUTbl B MeCTax BBEAEHUS (4TO 3aTPyAHSET nepuepuyeckuin Be-
HO3HbIA JOCTYN Y NauMeHTOB C 4YacTbiMu peuuamsamu ®I1/TM), a
TaKXe CyLLeCTBEHHas Harpyska 1Mo4omM crnoco6Has NpoBoLMpoBaTh
KaK TUPEOTOKCMKO3, TaK U 3Ha4YMMBbIA runoTupeos [7,8].

Kasytunug (pecppanon (Poccus, ®I6Y HMUL, kapamonorum
MuHsgpasa Poccun)) fBNSETCA POCCUIACKMM aHTUapUTMUYECKUM
npenaparom Il knacca, npumensembim ans MKB. MNpenapar nokasarn
BbICOKYI0 3(P(DEKTUBHOCTb KaK Mpy NepcucTUpyloLLen, Tak 1 npu
napokcuamanbHoit cpopmax OM/TM [9]. B xone paHAOMU3MPOBAH-
HOr0 MCCnefoBaHUs OblM NOKasaHbl NPEUMYLLECTBA KaByTunmaa
nepes ammogapoHOM, 3aKnioyaBLIMECs B OOMee BbICOKOW adpdek-
TMBHOCTW BoccTaHoBneuns GP (96,7%; 57,1%; p<0,001) n 6onee
ObICTPOM AOCTUXeHUM pesynbrara (14muH [7; 23] npoTtus 150 MUH
[82;240]; p<0,001) [10]. B HacTosLiee BpemMs KaBYTUIU NPUMEHS-
eTCA B BUAE Cepuu nocneaoBaTeNbHbIX BBEAEHN B MAaKCUMaNbHOM
cymmapHoi fo3e o 30 Mkr/kr. [TockonbKy NpuMeHeHne npenapara
COMPOBOXAETCA PUCKOM YPE3MEPHOro YanuHeHns nutepsana QT v
)KEeNY[04KOBOrO apUTMOreHHOro AeicTBMA (4acToTa MHAYKLMK No-
NUMOPHON XXenyLo4koBon Taxukapgum tuna torsade de pointes
[TdP] mocturaet 1,7-2%), npenapar ncnonb3yeTcs UCKII0YNTENBHO
B 6N0Kax peaHnMaLumu n MHTEHCUBHOM Tepanuu ¢ NoceayoLwmm Ha-
ONt0fieHMEM 3a NaLMeHToM B TeveHue 24 vacos [11].

Cnepyet OTMETUTb, YTO B KIIMHWUYECKWUX UCCNESOBAHUAX C yya-
CTWEM MauMeHTOoB C napokcuamanbHon popmont ®I/TM 6bin 0T-
MeyeHbl 60J1ee BbICOKME noKasarenu aqeKTUBHOCTY KaByTUINAG,
npu 3aToM BoccTaHoBNeHne GP yalle oTMevanoch nocne BBEAEHNS
MeHbLIMX 03 npenapara (5 MKr/kr u 10 MKI/Kr) n pexe conpo-
BOXAANOCh HexenareNbHbIMK adpdpektamu [12]. C npakTuyeckon
TOYKW 3pEHUS NpeSCcTaBifeT MHTEPeC WCCNefoBaHWe OfHOKpaT-
HOrO NPUMEHEHUS MUHUMANbHON (PUKCUPOBAHHONM [03bl KaBYTM-
NUAa y NauMeHToB C HeAaBHO BO3HMKLWIMMKM napokcuamamu O/
TM, nockonbKy Takoil CMNOCO6 BBELEHWUS MOXET CYLLECTBEHHO
YNpoCTUThL NPOLeaYPY MeJUKaMeHTO3HO KapAnoBepcum, CHU3UTb
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BEPOATHOCTb OWMOOK MEeLULMHCKOro nepcoHana u, B cnyvae fe-
MOHCTpauun npenmyLiects B CPpaBHEHUU C 3TANOHHbIM METOA0M
KYNnpoBaHWUA NapoKCM3MOB (MPUMEHEHWEM amWUOoAapoHa), UMeTb
nepcreKTUBbI A1 NPUMEHEHNs B aMByNnaTopHbIX YCIOBUSAX.

MATEPWAJIbI U METObI

OpobpeHne Ha npoBefeHWe WUCCReA0BaHWA MOMYYeHO OT He-
3aBUCUMOr0 3TUYECKOr0 KOMWTETA KIIMHWYECKUX MCCNeoBaHum
16.10.2023 1.

B uensx npoBefeHNs CpaBHUTENbHON OLEHKM Pe3ynbTaToB Npu-
MEHEHMS MUHUMAnNbHO PacyeTHON PMKCUPOBAHHOR A03bl pedhpa-
noHa (Poccus, ®rbY HMUL kapauonorum Munsgpasa Poccum) 350
MK C 3TaflOHHbIM CNOCO60M BOCCTaHOBNEeHNUs CP amuogapoHom
BbINOSIHEHO MCCNEA0BaHNe, B KOTOPOE BOLLAM AaHHbIE 62 nauueH-
TOB. [lepBoii rpynne (n-31) BHYTPMBEHHO OJHOKPATHO BBOAWNACH
(hukcmposanHas fosa kasytunuga 350 mkr. llauueHtam BTOpOK
rpynnsl (n-31) NnpMMeHANOCL BBEAEHNE aMUOAApOHA M3 pacyeTa 5
MI/KI Macchl Tena, passeeHHbIM B 250 M 5% pacTBopa rnoKo3bl
B TeyeHue 20-60 MUH B 3aBUCUMOCTW OT NEPEHOCMMOCTI Nnpenapa-
Ta, NpK 0TCYTCTBMM 3chdpekTa (BoccTaHoBNeHWe CP He nponsoLwno
B TeyeHue 60 MUH OT MOMEHTA Hayana BBefeHWs npenapara) npo-
Jomkanacb UHAQy3ua npenapata B ose 100 mr/4ac fo noCTUXe-
HUS cymmapHoi 1o3sbl 1200 mr. Habop nauueHToB 0CyLLEeCTBNANCS
C Y4ETOM JOCTUXKEHUS MAKCUMaNbHOTO COOTBETCTBUA WUcCredye-
Mo rpynne no coopme (@I van TIT) n AAMTENBHOCTU KYNUPYemoro
napokcuama aputMun. CpaBHUTESNIbHAs XapakTepucTMka nauneHToB
06eux uccneayemblx rpynn npeacrasneqa B rabnuue 1.

B cooTBETCTBUM C pe3ynbTaTamMi NPOBEAEHHOIO CPaBHEHUS, Na-
LMeHTbI B rpynne aMnogapoHa UMenu A0CTOBEPHO 6ONbLUMIA BeC
1 JOCTOBEPHO 60Jiee ANNTENbHYIO NPOAOMKUTENBHOCTL aHAMHEe3a
HapyLLUeHWn puTMa cepaua.

Kputepum adhdheKTUBHOCTU B 06e1X NCCneyemblxX rpynnax ote-
HUBANNCh NO:

1. pakty BocctaHoBnenus GP B TedeHme 1 vaca;

2. (hakTy BocctaHoBneHus GP B TeyeHne 24 4acos;

3. CHWKEHMI 4acToTbl CepAeyHbIX cokpatleHuin (HCC) Ha

10 ya. /MuH 1 60nee 0T MCXOAHbIX 3Ha4YeHWit Ha dooHe OT1/TTT;

4. DOCTMXKEHWIO «MSrKOro» KOHTPONS 4acToThl (BOCTMXEHME

HCC meHee 100 ya. /MuH);

5. OTCYTCTBUIO YCTOMYMBLIX PELMANBOB 32 Nepuof 24-4acoBo-

ro HabNaeHNS.

Kputepusimu 6630MacCHOCTM UCMONb30BAHWSA NPenaparos cyuTa-
NINCb OTCYTCTBME:

1. OCTPbIX CEepAEYHO-COCYANCTBIX OCMIOXHEHWIA;
yanuHeHns nHtepsana QT/QTc 6onee 500 mc;

Pa3BUTMS XKENYA04YKOBbIX HAPYLLEHWIT PUTMA;

Opaaukapaum meHee 50 ya./MuH;

nay3 6onee 3 cek Ha (DOHe CMHYCOBOro puTMa u 6ornee 5 cek
Ha dhoHe OMN/TIT;

6. apTepuanbHO rTMNOTEH3NN.

SIEAES

CTaTUCTMYECKUIA aHaNK3.

[ns cTaTMCTYeCKOM 06pabOoTKIM AaHHbIX UCMONb30Baach Nporpam-
ma StatTech v. 4.9.4. Konn4ecTBeHHbIE NEePEMEHHbIE OLEHMBANUCH HA
NpeAMET COOTBETCTBUA HOPMANbHOMY PacnpefeneHnio ¢ NOMOLLbH
Kputepus LLlanupo-Yunka. Bei6opo4Hoe pacnpeseneHne HopMabHbIX
KONWNYECTBEHHbIX MOKa3aTenen OnucbiBanoch C MOMOLLBIO CPeSHMX
apudmeTnyeckux BenuumH (M) W cTaHZapTHbIX OTKNOHeHWA (SD).
[pn OTCYTCTBUM HOPMATILHOMO PacnpeeneHnst KONNYECTBEHHbIE [JaH-
Hble OMMChIBANNCHL C NOMOLLLI0 MefuaHbl (Me) 1 HUXHEro u BepxHe-
ro keaptuneit (Q1-Q3). CpaBHeHUe ABYX rpynn no KONMYECTBEHHOMY
NnoKasaresto, pacnpeesieHne KOToporo OTINYaN0Ch 0T HOPMANIbHOTO,
BbINONHANOCL C nomoLblo U-kputepus MaHHa-YutHi. CpasHeHue



CAVUTILIDE (FIXED DOSE) VERSUS AMIODARONE
IN PAROXYSMAL ATRIAL FIBRILLATION

NMPOLEHTHbIX JONEA NPK aHanu3e YeTbIPeXmnosibHbIX Tabnul conps-
)KEHHOCTM BbINONMHANOCH C MOMOLLBI0 TOYHOrO Kputepus @uiiepa
(NpW 3HaYeHUSX MUHUMANBHOTO OXWAAeMoro sBneHus meHee 10).
Paznnyus cymtannchb CTaTucTUHeCKn 3Haqmmbimu npm p<0,05.

PE3YJIbTAThDI

[Mpn cpaBHEHUW NPUMEHEHWs (PUKCMPOBAHHOW [03bl pedpano-
Ha (Poccus, ®IBY HMUL, kapanonorun Munsgpasa Poccuu) 350
MKI C aMUOLapOHOM 6bIN10 YCTAHOBIEHO, 4TO BoccTaHoBneHue GP B
Teyenue 1 4. otmevanocs y 87,1% (y 27 u3 31 naumenta) n 19,4%
(y 6 n3 31 naumeHta) cootBeTcTBEHHO, p<0,001. Mo ucteyeHmto 24
yacos GP peructpuposancsa y 93,3% (28 n3 31) B rpynne kaByTunu-
pavy 64,5% (20 us 31) 8 rpynne ammnofapona (p=0,011) (puc. 1).

9hheKTMBHOCTL KaByTUAMAA M aMUOAAPOHA

100% p<0,001* 100% p<0,011*
80% 80%
60% 60%
40% 40%
20% 20%

Boccranosnenue CP B TeyeHme 1 yaca BoccTaHoBnexue CP B TeveHue 24 yacos
Kasytunug (N=31) B AvmogapoH (N=31)

PucyHok 1. 3JdheKTHBHOCTb BOCCTAHOBNIEHUA CUHYCOBOrO

putma yepe3 1 4 1 24 4 B rpynnax KaByTuauga M amuofapoHa

[co6cTBEHHBIE AaHHbIE]

Figure 1. Efficacy of sinus rhythm restoration after 1 hour and 24
hours in the cavutilid and amiodarone groups [own data]

lTpumeyanne/Note: CP — cuHycoBbii putm (Sinus rhythm), p -
3Ha4eHne KpuTepus JOCToBEPHOCTH (p value according to Fisher's
test). 3Ha4eHmne p NosyYeHo ¢ MOMOLLLI TOYHOI0 KpUTepus duiuepa,
* — CTaTNCTUYECKU 3HAYMMBble pa3nnduns (statistically significant dif-
ferences).

Bpems o momeHTa Kynuposanus ®f1 nocne seeaeHus pedopa-
noHa (Poccus, ®I6Y HMUL, kapanonorun Mun3gpasa Poccum)
coctasuno 8,00 [5,00; 13,00] muHyT, @ nocne BBeLEHWUS amuoia-
poHa — 140,00 [60,75; 240,00] muHyT; p<0,001 (Tabn. 2). Takum
06pa3oM, 0HOKPATHOE NPUMEHeHe (PUKCMPOBAHHO [03bl KaBy-
Tunuaa 350 MKr no3BoNMNO JOCTUYL JOCTOBEPHO 60Jee 6bICTPOro
BOcCTaHOBMeHMs GP y 10CTOBEPHO 6ONbLLIEr0 KONMYeCTBa NaLUeH-
TOB B CPaBHEHUM C aMUOAAPOHOM.

Ycronymeble peunaunsbl @1 Habnoganucb B 06enx rpynnax: y
0AHOro nauwueHta (5%) B rpynne amnofapoHa perucTpuposanoch
HenpepbIBHOE PELUANBMPOBAHNE aPUTMIU HA NPOTSKEHNN 2-X Ya-
COB C MOCNeAyLNM BOCCTAHOBMEHWEM W CTOMKUM YaepXKaHUem
CP. Mocne BOCCTaHOBMEHUS pUTMa NocpefacTBoM BBefeHus 350
MKI KaByTunuga y 2 naumentos (7,2%; p=0,095) peructpuposa-
nuck peunansbl O, MakcumanbHOW NPOAOMKUTENLHOCTLIO 10 10
MWHYT, YOOBNETBOPUTENBHO NEPeHOCMMbIe nauueHTamn. B o6oumx
CNyyasx 0TMeYanoch CNoHTaHHOe BOCCTaHOBNeHWe GP 6e3 gonon-
HUTESIbHbIX BMELLATENbCTB.

Takxe no pesynbTataM NPOBEAEHHOrO aHanu3a He ObINO Bbl-
SIBNEHO [OCTOBEPHbIX Pasfnnyuii B BEpPOATHOCTU CHuKeHus HCC
Ha poHe coxpaHeHus O 1 BEPOATHOCTU AOCTUXKEHWUS KPUTEPUEB
«MArkoro koutpons» 4CC npu ncnonb3oBaHuy Uccneayembix npe-
naparos (Taon. 2).

OcTpble CepAevHO-COCYAMCTbIE OCNOXHEHUSA, Pa3BUTUE XKN3HE-
YrpoXawLmux Taxukapaui, skntodas Torsade de pointes, a Takxe
naysbl, JIUTENbHOCTbLIO 6oJee 3 CeK, BO BpEMS U NOCNe BBEAEHUS
CPaBHWBAEMbIX MPEnapaToB He OblIN 06HAPYXKEHbI HU Y OHOMO U3
nauueHToB (tabsn. 3).

W npu ncnonb3oBaHun amuogapoHa (B 16,1% cryyaes), u npu
“cnonb3oBaHUM Kasytunupa (B 6,5% cnyyaes; p=0,425) otme-
yanueb cnydan ygnuHeHus uutepsana QT/QTc, kotopble 6Gbian
3aperncTpupoBaHbl nocne BoccTaHoBneHns CP (puc. 2). Mak-
cumanbHble 3HaveHns untepeanos QT n QTc nocne npumeHeHus
ammopapoHa coctaBun 525 Mc 1 6bin1 3aperucTpupoBaHbl Yepes
6 4acoB ¢ MOMeHTa BBefleHWs npenapata. B rpynne pedhpanoHa

Ta6bnuua 1. KnuHUKO-MHCTPYMEHTanbHas XapaKTePUCTHKA NALMEHTOB B rpynnax KaByTunuaa v aMMofapoHa [co6CTBEHHbIE aHHbIE]
Table 1. Clinical and instrumental characteristics of patients in the cavutilid and amiodarone groups [own data]

OueHuBaeMble NoKa3aTenu

Mon (XKEeHCKUIA/MYXCKOIA), n

Boapact (net), M+SD

Bec (kr), M+SD

Poct (cm), M+SD

WMT (kr/m?), M+SD

Hannuue I'B, n

Hanwuume NBC, n

Hanwnume XCH, n

Paamep JIIT (cm) no gaHHbIM TpaHcTopakanbHon IX0-KI, M+SD
06bem JM (mn1) no faHHbIM TpaHcTopakanbHoit IX0-KI, M+SD
®opma aputmun (OI1/ 1), n

[lnutenbHocTb Napokcuama (ackl), Me [Q25; Q75]
LnutenbHocTb aHamHe3a O, (mecsubl), Me [Q25; Q75]
Konuyectso 6an1os no Lwkane CHA2DS2VASc, Me [Q25; Q75]

Kasytunup, (n-31)  Amuopapon, (n-31)  3Ha4enue P
16/15 18/13 0,445
65,58+11,96 67,06+8,11 0,570
80,63+11,37 89,16+18,69 0,034*
171,4249,70 173,39:8,27 0,394
27,27+3,60 28,40+4,34 0,130
22 (71%) 28 (90,3%) 0,106
5(16,13%) 7 (22,6%) 0,749
3(9,7%) 6 (19,4%) 0,473
4,20+ 0,64 4,29+0,50 0,111
73,74+18,71 74,58+24,05 0,879
24/7 26/5 0,437

20,00 [2,00; 52,00]
42,00 [3,00; 72,00]
3,00 [2,00; 4,00]

24,00 [17,00; 72,00] 0,099
84,00 [30,00; 138]  0,020*
2,00 [1,50; 3,00] 0,081

lMpumeyanne/Note: I'b — runepronnyeckas 60ne3Hb (arterial hypertension), U6C — niwemndeckas 60ne3Hb cepaua (coronary artery dis-
ease;), KPUO — kpuousonaums (cryoballon ablation), KTV — kaBoTpukycrnaanbHeiii nctmyc (cavothricuspid isthmus), JIB — nero4tbie
BeHbl (pulmonary vein), /1T — nesoe npegcepane (left atrium), PHA — paguoyactoTHas karerepHas abnauyms (radiofrequency ablation),
Tl - 1penetanne npescepawi (atrial flutter), ®I1 — ubpunnayns npegcepami (atrial fibrillation), XCH — xpoxnyeckas ceppeyHas
Hez[ocTaToqHOCTh (Chronic heart failure), p — 3HayeHne KpuTepus JOCTOBEPHOCTH (p value), n — abCOTHOE KONMYECTBO NauneHTos (ab-
solute number of patients), Me — megmnana, [25,75] — 25-if u 75-i nepueHTunb (median, [25,75] — 25th and 75th percentiles), M+SD —
cpesiHne apngmMeTnyeckue BesIMYnHbI M CTaHAapTHbIE OTKIIOHEHUS (arithmetic averages and standard deviations).
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(Poccus, ®rbY HMUL, kapamonorun MuHsgpasa Poccumn) makcu-
ManbHble 3HadeHus QT u QTc coctasunu 510 Mc n 551 Mc 1 Gbinu
3apermcTpupoBaHbl TOTYAC Nocne BocctaHosneHus CP B TeyeHme
NepBoro Yaca HabnoLeHus.

Mpn aHanu3e AAHHbIX CYTOYHOrO MOHMTOPMpOBaHus KM no
Xontepy, NPOBOLMMOr0 BO BPEMS UCCNeS0BaHNS, OblN BbISBNIEHD
Pa3NUYNA B U3MEHEHUN AnuTeNbHOCTM HTepeanos QT/QTc npu uc-

Pedhpanot 350 mkr
100%
90%
80%
70%
60%
50%
30%
20%

10% ~eeeeeeenes . | Jeesedpovecfocsecpacaoeyenonspoocsopoasost 6.5%

0%

30 29 29 30

Bpems, 4acbl

NoNb30BaHNKM CpaBHWUBaeMbIX npenapartos. [locne BBeAEHUS KaBy-
Tunuaa B fo3e 350 MKr gnutenbHocTb MHTepBanoB QT/QTc HaumMHa-
Na HapacTaTb cpasy, 4OCTUras MakCuMalbHbIX 3HAYEHUIA B Te4eHNe
30 MWHYT C NOCNEAYIOLIMM CHUKEHWEM 10 WCXOAHbIX 3HA4eHUN
yXe 4epe3 4 yaca. Ha ¢hoHe BBefeHMS aMUOdapoHa yBenndeHue
anutenbHocTn uHtepeanos QT/QTc oTmeyanoch B 6onee nNo3gHue
CPOKU, MaKCMMasbHble 3HAYEHNS PErMcTpupOBannCh 4Yepes 6 ya-

100%

90%
80%
70%
60%

AmnogapoH ao 1200 mr

Pucynok 2. KonuyectBo nauuenToB ¢ yanuieHuem QTc>500mc B TeueHne 244. nocne BeefieHns peipanoHa
(Poccus, ®IrbY HMUL kapauonorum Mun3ppasa Poccun) (A) u amuopapoHa (b) [co6cTBEHHbIE JaHHbIe]

Figure 2. Number of patients with QTc prolongation >500ms within 24 hours after

administration of refralon (A) and amiodarone (b) [own data]

Tabnuua 2. OueHka kputepues 3(hcheKTUBHOCTH B 06enx uccnepyembix rpynnax [co6CTBEHHbIE faHHble]

Table 2. Assessment of efficacy in both study groups [own data]
CpaBHuBaeMbIA KpUTEPHIA I HEKTUBHOCTH

MepBUYHbIE KpUTEPUN:

- BoccTaHoBneHue GP B TeyeHme 1 4;

- BoccTaHoBneHue CP B TeyeHne 24 u.

BTOpuyHbIe KpuTepuu:

- Bpems 10 BoccTaHoBeHus GP;

- cHxeHne YCC Ha 10 ya. /MuH 1 607ee OT UCXOAHBIX 3HAYEHNA HA POHE COXPaHSIHo-

Leiics OI/TM;

- pocTkerne YCC <100 y. /MuH («msarkuit koHTpons» YCC) npu coxpaHeHumn aputmum; 1 u3 3 (33%)
- OTCYTCTBME YCTOM4UBLIX (AnuUTeNnbHOCTLI0 6oree 30 cekyHn) peumansos OIN/TT B Teye-

HWe 24 4acoB Nocne YcneLuHoro BoccTaHoBneHus GP.

50% 0 29 7 2820 29 g

40% 3131 3

30%

P Al 0 00 000400000dus000decosodeossodhacaadbecsadbossachossochooooo 16,1%

10% R e

0% 05 1 2 3 4 5 6 9 12 18 24

Bpems, Yacbl
QTc = 500mc QTc <500mc

Kasytunup, (n-31) Amuogapo, (n-31) 3Hauenue P
97331 (87,1%) 6 m3 31 (19,4%) <0,001*
281331 (93,3%) 20m3 31 (64,5%) 0,011*
8,00[5,00; 13,00] 140,00 [60,75; 240,00] <0,001*

2133 (66,6%)  8u3i1(72,7%) 0,442
83 11 (72,7%) 0,075
2613 28 (92,8%) 19 u3 20 (95%) 0,095

lMpumeyanue/Note: CP — cunycosbii putm (sinus rhythm), YCC — yactota cepAeyHbix cokpaiyeHmii (heart rate), ®f1 — oubpunnayms
npegcepanii (atrial fibrillation), TIT — Tpenetanne npegcepami (atrial flutter), p — 3Ha4YeHue KpuUTEpUS JOCTOBEPHOCTU (p value), n —

abcosTHOE KOJIMYEeCTBO nayneHTos (absolute number of patients).

Ta6nuua 3. OueHka KpuTepues 6esonacHocTH B 06enx uccneayembix rpynnax [co6cTBEHHbIE faHHbIE]

Table 3. Assessment of safety in both study groups [own data]
CpaBHMBaeMbIi KpUTEpuiA 6esonacHocTH

OcTpble cepLie4HO-COCYANCTbIE OCIIOXKHEHMS

JKenyno4koBoe apuTMOreHHOe eiCTBIE Npenaparos
YanuHenve untepsana QT>500 mc

CHwkeHue 4CC <50 ya. / muH

YeenuyeHne YCC > 4em Ha 20 ya. /MUH OT MCXOAHbIX 3HAYEHWIA
Passutue nay3 6onee 3 cek. Ha CP, 6onee 5 cek. Ha Ol
ApTepuanbHas runoTeH3ns

Kasytunup, (n-31) Amuopaapon, (n-31) 3Hauenue P
0 0 -

0 0 -

2 (6,5%) 5(16,1%) 0,425
1(3,2%) 1(3,2%) 1,000

0 0 -

0 0 -

0 2 (6,5%) 0,492

lTpumeyanne/Note: CP — cuHycoBbii putm (sinus rhythm), YCC - yactota cepaedHbix cokpaiyenuii (heart rate), ®I1 — ubpunnsayms
npegcepami (atrial fibrillation), p — 3Ha4yeHne KpUTEPUS JOCTOBEPHOCTH (p value), n — abCoMIOTHOE KOJIMYECTBO nauyneHToB (absolute

number of patients).
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CAVUTILIDE (FIXED DOSE) VERSUS AMIODARONE
IN PAROXYSMAL ATRIAL FIBRILLATION

COB. B manbHefiem 0TMeYanoch CyLLeCTBEHHO 60siee MeJ1eHHOe
COKpaLLeHNe X NPOJOIKUTENLHOCTH, 1 Yepes 24 yaca AnuTenb-
HOCTb MHTepBanoB QT/QTc no-npexKHemy NpeBbILLana ux UCXoaHbIe
3HaYeHus.

—o— Pedbpanon 350 mkr
—#- AmuopgapoH 1200 mr

500
480
460 —
(&)
=
o 440 —
=]}
420 |
400 | p=0,0391 ons cpaBHeHUs Ha 24 4
50 p>0,05019 fpyrux cpaBHeHMI

I I I I I
0 0,5 1 6 24

BPemS, Yachl

Pucynok 3. [lunamuka uutepsana QTc B TeyeHue 244. nocne
BBefeHus pethpanona (Poccus, ®rbY HMUL kapauonorum
Mun3papasa Poccuu) u ammogapoHa [co6¢cTBEHHbIE flaHHbIE]

Figure 3. Dynamics of the QTc interval within 24 hours after
administration of refralone and amiodarone [own data]

MpumeHeHne ammofapoHa y 2 nauuenTos (6,5%) conpoBoXxaa-
Nocb 6eCCUMNTOMHbLIM CHUXEHWeM cuctonnyeckoro ALl 6onee 4em
Ha 20 MM pT. CT., 4TO He TPe60BAN0 OrpaHUYeHNs J03bl Npenapara
WN [ONOMHUTENbHBIX BMeLIATeNbCTB. B rpynne KaBytunuaa cny-
yam cHxeHus ALl He 0TMeYanuc.

OBCYXJAEHUE

B npoBeEHHOM HaMu UCCreoBaHWK BrepBble OblM NOSy4eHb!
JaHHble 06 3)heKTMBHOCTM W 6e30MacHOCT MPUMEHEHUS MU-
HUManbHOM (OMKCUPOBaHHOW A03bl pedppanoHa (Poccus, OIBY
HMIL, kapamonorum Munsapasa Poccun) 350 MKy naumeHToB ¢
napokcuamamu @I n TI1. Bo BCex npeaLlecTBOBaBLLMX UCCIef0Ba-
HWAX npenapar npumMeHsncs B 3-atanHoi (10 MKr/kr — 10 MKr/kr —
10 mKr/kr) 1 4-atanHoi (5 MKr/Kr — 5 MKr/Kr — 10 MKr/Kr — 10 MKI/Kr)
CXemax BBE[eHWs C NOCTeneHHOW 3ckanaumein Jo3sbl 40 30 MKI/KT.
Mocne 0HOKPATHOr0 BHYTPUBEHHOIO BBEJEHUS KaByTUINAA B 036
350 mkr GP 6b1n BoccTaHoBneH y 93,3% B TedeHue 8,00 [5,00; 13,00]
MUH NPW OTCYTCTBUN CEPbE3HBIX HEXenaTeNbHbIX 3GdEeKTOB Y UC-
Crefyembix NauneHTos.

PesynbTatbl paHee NpoBeAEHHOr0 MeTaaHanu3a cpaBHeHUs ag-
(PEKTMBHOCTW NPUMEHEHUS aMUOapoHa ¢ nnaue6o 1 ¢ nepopasb-
HbIM 1 MapeHTepanbHbIM WCNONb30BAHMEM AHTUAPUTMUYECKUX
npenapartos Ic knacca (nponadpeHoH, dhnekamHui), NoKasbiBatoT,
4TO aMMOJAPOH 3HAYNTENbHO ApeKTUBHEE NNaLe6o, BOCCTAHOB-
nexue CP npoucxoaut Yepe3 6-8 4acoB M KOMMYECTBO BOCCTAHO-
BMBLUMX CP mauneHTOB NPOLOSIKAET YBENMYNBATLCA B TeYeHne 24
yacos. 1o cpasHeHMIO ¢ Nponad)eHoHOM U (DNEeKanHZoM amuo-
LapOH TaKXe yCTynaeT no BPEeMeHU, HeoBX0AUMbIM i BOCCTa-
HoBneHus GP. MponadeHoH 1 hiekauHug NoNHOCTLI0 NPOSBAANY
CBOU aHTUAPUTMMYECKME CBOMCTBA Yxe vepes 1-2 yaca. OfHaKo K
24 yacam pasnuyns B KONNYecTBe BOCCTaHOBMBLLNX CP nauneHToB
He 6bIin JOCTOBEPHO 3Ha4YMMbIMK [13].

B xofe cpaBHeHWs C aMMOJaPOHOM Takxe Oblfin OTMEYeHb! 10-
CTOBEPHblE MpPEUMYLLECTBa NPUMEHEHUS (UKCUPOBAHHOW [03bl
kayTunuaa 350 MKr, 3aKn4aBLUNECH KaK B O0nbLUeR adpdek-
TUBHOCTW KynupoBaHus ®M1/TM, Tak u B 60nee GbICTPOM [JOCTU-
XeHUW pesynbrara (1abn. 2). [JONOMAHUTENbHLIM NPEUMYLLECTBOM

KaByTUnmaa nepen amuoaapoHOM SIBASETCA OTCYTCTBME BANAHUA
Ha NnokasaTenu apTepuanbHOro AaBneHus, Y4TO HAWNOo CBOE noj-
TBEPXK/EHWE B OTCYTCTBUN CNy4aeB apTepuanbHOM rnOTEH3UM NpK
1CMONb30BaHNM (PUKCUPOBAHHON A03bl KaBYTUNIMAA.

Takxe, NeMOHCTpUpYs 60nee BbICOKY 3(MEKTUBHOCTb, ped-
panoH (Poccws, ®TEY HMUL kapauonorun MuHsgpasa Poccun)
B 03¢ 350 MKr He NpuBOAWN K 6OJIee 4acToMy YBENUYEHMIO Anun-
TensHocTU uHTepsaos QT/QTc (Ta6n. 3). AHanu3 novacosoit au-
HaMUKKU OaHHbIX uHTepsanoB QT/QTc nokasan, 4TO 4pe3aMepHoe
YBENUYEHME NPOAOMKUTENBHOCTN BbINI0 3aPErMCTPUMPOBAHO TONLKO
B TEYEHWe NMepBbIX [BYX 4acOB nocne BBefdeHWs KasyTunupa. Mpu-
MEHeHMe aMuoJapoHa, B CBOK 04epefb, CONPOBOXAANOCL Goree
ANUTENbHLIM (B TeYeHMe 6- 4acOB) HapacTaHWEM ANUTENbHOCTY
QT/QTc v nocnegyOLLMM MeLeHHbIM CHUKEHNEM K 24 4 (puc. 3).
[laHHbIe pasnuyus NMe0T BaXXHOE NPaKTUYECKOe 3HAYeHWe, 3aKNio-
yaroLeecs B BO3MOXHOCTAX OrpaHWyeHns CPOKOB HabntofeHus 3a
nauueHTamu, BoccTaHosuswmMmMi CP nocne BeeeHNs (OUKCUPOBaH-
HO J03bl KaByTunuaa 350 MKr, ABYMA yacamu (Nepuof BpemeHu,
B TeYeHWe KOTOPOro NpPOAOIKAETCA HapacTaHue JAfUTENbHOCTY
QT/QTc 1 nmeeTCa PUCK XKENYLO4KOBOT0 apUTMOTEHHO0 AeCTBNS).

Beuay BbICOKOI adD(heKTUBHOCTU BOCcCTaHOBNEHUs CP, 6bicTpo-
Tbl JOCTVIXKEHMS pe3ynbTaTa 1 6naronpuaTHoro npodpunsa 6esonac-
HOCTM, W OMWUCAHHbIX Bbllle MPEMMYLLECTB Neped amuoapoHoM,
OAHOKpaTHOEe MNPUMeHeHWe (OMKCUPOBAHHOW [03bl KaByTMAWMAA
MMEeT NOTEeHUMaNbHbIe NEePCNeKTUBbI NPUMEHEHUs B ambynaTop-
HbIX YCNOBMSAX, OHAKO 3TO NPEAnOnoXeHue TpebyeT NOATBEPX-
JeHNs B TLUATENbHO CMIaHUPOBAHHBIX MHOMOLIEHTPOBLIX KSMHM-
YECKMX UCCNEA0BAHNAX C y4acTUeM 60Mee WUPOKOro KOHTUHIEHTA
nauueHToB ¢ napokcuamamu O wn Tr.

3AKINHOYEHUE

OLHOKpaTHOE BHYTPUBEHHOE NPUMEHEHUEe (DUKCUPOBAHHON
[03bl KaByTunmaa 350 MKr aBnseTcs ObICTPbIM U 3DEEKTUBHBIM
Cnoco6om KynuposaHus napokcuamos ®I1 u TI, umerowmm npe-
UMYyLLECTBA Nepes aMUOAapoHOM W NOTEHLMaNbHbIE NepCreKTUBb
pacLUMpeHns NPUMEHeHUS.
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PE3HOME

XpoHu4eckas cepaeyHas HeaocTatoqHoCTb (XCH) ABNSeTCs WMpoko pacnpocTpa-
HEHHbBIM KIIMHNYECKUM CUHEPOMOM, NPOSBASOWMMCS B MCX0fe N6Oro cep-
[e4YHO-COCYANCTOro 3a60neBaHns. IMEHHO NO3TOMY BHMMaHWe uccnedoBsatenei
PasHbIX CTPaH NPUKOBAHO K MPOBREmMe MONEKYNAPHBIX 1 MaTohU3N0N0rMYecKnx
acneKTOoB 3TOM0 CUHAPOMA. HeCMOTPA Ha Hannyme CyLLECTBEHHOMO apceHana aua-
THOCTUYECKMX METOANK AN NOCTaHOBKKM AnarHo3a XCH, KMuHMLMCTBI J0 cux nop
CTAKMBAKOTCS CO CNOXHOCTAMM ANcpcpepeHLManbHOR AUarHOCTUKIA CO CXOXMMN
10 KNMHUYECKO KapTuHE COCTOSHUAMM. B CBA3MN C 4eM Hay4HOe CO0BLLECTBO CO-
KyCWpOBAIOCh Ha Pa3NNyHbIX 3MUTEHETUYECKIX PETYNATOPHbIX MexaHu3max, o6e-
CMeYNBAIOLLMX NOALEPXaHNe romeocTasa cepaua. OfHUM 13 Takux perynsaTopos
ABNAETCA KNacc Manbix Hekoaupyrowmx PHK (MukpoPHK). MukpoPHK siBnstoTcs

BaXHLIMI PEryNsTOpaMy TPRHCKPUNLMKM U NOCTTPAHCKPUNLMOHHOM JKCNpeccuu
TEHOB W, KaK CYMTAETCS, KOOPAMHUPYIOT TpaHenaumio matpuyHblx PHK (MPHK).
Pasnuyuble Buabl MUKPOPHK NpuHMMAIOT y4acTue He TOMbKO B CTPYKTYPHOM
PEMOJeNPOBaHNK CepALa, HO 11 aronTo3e, aHroreHese, a TakkKe XPOHUYECKOM
BOCMANEHNM, KOTOPbIE UMEIOT MECTO B pa3BuTUM 1 nporpeccuposarun XCH. B Ha-
CTOsILLEE BPEMA BCe 60MbLUEe UCCNes0BaHMA J0KA3bIBAIOT NoTeHuman MUKpoPHK
B Ka4eCTBE [MarHOCTM4ECKOr0 Mapkepa 3a60neBaHnii, 3a CYeT NpUCYTCTBUS BO
BCEX OUONOrU4ECKMX XXNAKOCTAX, YCTOMYMBOCTI B 06pasLie, Hanu4un HafeXHsIx n
TOYHbIX METO0B AMArHOCTUKW. B JaHHOM 0630pe OCHOBHOE BHUMAHWE YLeNseTcs
6a3080M 6UONOrMK 1 MexaHu3My feicTeus MUKPOPHK B oTHOLLEHUN naTtodusm-
onorin XCH.

Kniouesble cnosa: MukpoPHK, XpoHu4eckas cepfieyHas HeloCTaTO4HOCTb, SMUIreHeTUYeCcKMe (hakTopbl, CepAe4HO-COCYAUCTbIE 3a60MeBaHIS, AMArHOCTUYECKME Map-

Kepbl

WcTouHnk thiuHancuposanms. ABTOPbI 3asBNAIOT 06 OTCYTCTBUN BHELUHEr0 (PUHAH-
CYPOBAHMS.

KoHthmKT uHTEpecoB. ABTOPbI JeKNapUpyHOT OTCYTCTBME ABHbIX 1 NOTEHLMANBHBIX
KOHChNIMKTOB WHTEPECOB, CBA3AHHbIX C NYONMKALMEN HACTOSALLEA CTaTbiA.

Bknap aBTopoB. Bce aBTOpbI COOTBETCTBYIOT KpuTepuam astopcTea ICMJE, npu-
HWUManu yyacTie B NOATOTOBKE CTaTbil, Habope matepuana u ero o6pabotke. Ag-
TOpcKuiA BKnag (no cucteme Credit): KoHsies B.B. — co3fanme pykonucu u ee pe-
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SUMMARY

Congestive heart failure (CHF) is a highly prevalent clinical syndrome that winds
up any starting point of a cardiovascular continuum. It is therefore a precious
point on the agenda for the world leading scientists and investigators, who aim to
understand the full spectrum of its underlying molecular and pathophysiological
defects. In spite of awide range of modern diagnostics techniques, itis still a clinical
burden to correctly diagnose CHF among other clinically similar nosology’s. As a
consequence, extreme attention is now brought to the epigenetics of a sustaining
heart homeostasis. Small non-coding RNAs, called microRNAs (miRNAs)
are considered to play an important role in cardiac metabolism management.
MiIRNA do not only regulate transcription and post-translational gene expression

patterns but also account for the matrixRNAs (mRNAs) translation. Various
types of miRNAs are involved in certain pathophysiological processes, such as
cardiac structural remodeling, cellular apoptosis, angiogenesis and persistent
inflammation - all accounting for the CHF progression. Potential use of miRNAs
as a CHF diagnostic biomarker is now actively proposed by a large number of
studies. Reasons behind include their prevalence in all types of investigative fluids,
sample stability and most importantly, an ability to be precisely spotted with the
aid of modern techniques. Current article is primarily dedicated to the underlying
biology of miRNAs action and their role in CHF development.

Keywords: miRNA, congestive heart failure, epigenetic signalling, cardiovascular diseases, diagnostic biomarkers
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MUVKPOPHK KAK ACTIEKT QUATHOCTUIK
XPOHWYECKOVI CEPOEYHOW HEQOCTATOYHOCTYI

BBEJJEHVE

PacnpocTpaHeHHOCTb  Cephe4HO-COCYANCTbIX  3a60/1eBaHUIA
(CC3) octaetca BaxHelLwen npo6nemoi COBPEMEHHOr0 3[paBo-
OXpaHeHus. Hanbonblunit BKNAg B CTPYKTYPY WHBanuanusauun u
cMepTHOCTM BHOCKUT XCH, pacnpocTpaHeHHOCTb KOTOPOiA 3a no-
cneguue 20 net ysenuyunace ¢ 6,1% go 8,2% [1]. Pesynbtarbl
®paMUHreMCKOro MCCrefoBaHNs NoKasanu, 4To PUCK PasBUTMS
XCH y peteii B 6yayLlem, y KOTOPbIX X0Ts Obl OAUH U3 POAMTENEN
umen amarHoctupoBaHHyto XCH, ysennymsaetcs Ha 70%, 13 4ero
cneayeTt, 4to npumepHo 18% cnyyvaes XCH B aT0i nonynsaumm 06-
YCIOBJIEHbl HACNEACTBEHHbIMU (pakTopamu [2]. B cooTsetcTBUMM
C COBPEMEHHbIMM MpPEACTABNEHNAMU O MeXaHW3Max pasBUTMS
XCH, Hanbonee 3Ha4nUTeNbHbI BKNAA B FEHETUHECKYHD Mpeapac-
NONOXEHHOCTb K Pa3BUTUIO 3TOr0 COCTOSHUS BHOCAT OAHOHYKNE-
OTUAHbIE NONMMMOPMU3MbI FEHOB, Y4aCTBYIOLLME B 3KCMpPEccUu
0€eNKOB PeLenTopHOro U (pepMeHTaTMBHOrO annapara perynauum
cepaeyHo-cocyamctoii cuctembl (CCC) [3]. Kpome 0AHOHYKINEo-
TUIOHbIX 3aMEH, He BefyLIMX K U3MEHEHWNI0 aMUHOKUCIOTHOMA No-
CNefoBaTenbHOCTU GeNKOB, HO MEHSIHOLLMX 3KCMPECCUI0 TEeHOB,
accounmpoBaHHblx ¢ pa3sutem XCH, AONOMHWTENbHbIM Mexa-
HU3MOM natoreHesa XGH MoryT 6bITb 3MUreHeTUYecKne gakTopb!
WNU SNUMYTaLUKM — NNACTUYHbIE MOAMUMMKALMK, npoucxoasLime
Ha ypoBHe KoMnakTu3auun OHK 1 rmcTOHOB, He MEHAOLLME reHe-
TUYECKUI KO, HO MEHAIOLLME SKCNPECCUI0 FeHOB, Perynupys ao-
CTYMHOCTb (DAKTOPOB TPAHCKPUMLMM K NPOMOTOpam reHos. Cpeau
W3BECTHBIX 3MUIEHETUYECKUX MEXaAHU3MOB Perynauun akTMBHOCTY
FEHOB MOXHO Ha3BaTb METWAMPOBaHWe W aueTunupoBaHue OHK,
MOAMCMKALMM TUCTOHOB U MOSBMIEHNE B Pe3ynbTaTe TPaHCKpun-
uum OHK unn cuntesa ucknio4utenbHo PHK-cunteTas u/unu PHK
HYKNnea3 perynatopHbix Hekoaupylowmx PHK, Hanpumep, Takux
kak MUKpoPHK. MocneaHue, SBNAsicb PerynsatopHbIMW 3NeMeHTa-
MM 3KCMPECCUM FeHa Ha YPOBHE TPaHCAALMW, MOTYT YHUYTOXATb
MPHK (PHK-uHTepdepeHuns) [4], nubo perynnposatb akTUBHOCTb
(paKkTOPOB TPAHCKPUMNLMK, NOAABNAN TPAHCNALMIO 6enKoB [5]. W3-
y4eHue (PaKkTOpPOB 3MUreHETUHECKON perynsauuu, y4acTByHOLLMX B
thopmuposaHum doeHoTuna XCH, B HacTosLLEe BPEMS HAX0adTCs B
CTafMn HaKOMMeHUs (HakToB, TEM He MEHee, NOJTy4eHHbIi MaccuB
[AHHBIX YXKe [OCTaTO4HO BESIK, N03TOMY N1 60/ee LiesIoCTHOro
BOCMPUATUS HEOOXOAMMO CTPYKTYPUPOBAHWE UMEIOLLLEr0Cs MacCu-
Ba 3HAHMWIA.

Llenb ny6mmkaymm — 06061UNTb M3BECTHbIE CBEAEHUS 0 HEKOTO-
PbIX BO3MOXHbBIX 3MUrEHETUYECKUX NYTAX PA3BUTUA XPOHUYECKOM
CepeyHon HeJ0CTaTOYHOCTH.

MukpoPHK kak anureHeTM4ecKmii perynsatop

06pa3oBaHNe KOHKPETHbIX MUKPOPHK MOXET ObITh KaK ann3oam-
YeCKUM BNEHMEM, He MPUBOASALLMM K CEpPbe3HbIM NOCneacTBUSAM,
TaK M CTaHOBUTLCA MOCTOSHHBIM MPOLIECCOM, 3amycKas Kackap ca-
MONoAZepXMBatoLLMXCs npoueccos natoreHesa GC3 n gpyrux 3a6o-
NeBaHUNA, B NOCNEACTBIE OCNOXHALLMXCA pa3suTnem XCH. M3ame-
HEHUe 3NUreHeTNHeCKOi perynauuu MOXeT NPOUCXOAUTb B TEYeHNe
XKU3HW, 4TO SBNAETCA CNEACTBMEM OCOBEHHOCTER 06pasa MM3HW
W BO3[ENCTBUA (PAKTOPOB BHELUHEi cpefdbl (CTpecc, 3arpssHeHue
OKPY>XXKoLLeli Cpefibl, BPEAHbIE U TAXesble NPOM3BOACTBA, fLethuLuT
UNK M36LITOK B BOLE MUKPOANEMEHTOB, HaNPUMeEp, MblLLUbSKa WAN
ceneHa, BOfa C 36bITKOM Xnopuaa Hatpus etc.) n npuobpeTaembix
BPeHbIX NPUBLIYEK (KYPeHUe, 4pe3MepHoe ynoTpebiieHne ankorons,
HapKOMaHus 1 T.M.) U 0BBACHAET, NOYEMY Y NIOLeN JaXe C UAEHTUY-
HbIM reHOMOM (MOHO3MIOTHbIE 6NN3HELbI), BLIDOCLUMX B Pasnnyato-
LLUMXCS BUOTreOXUMUYECKMX U COLMANbHBIX YCIOBUSAX, HABNOAAOTCS
CUMbHble PA3NMYUs KNUHUYECKUX (DEHOTUNOB W npodbunen pucka
CC3 [6]. CneayeT OTMETUTb, YTO 3MNUrEHETUHECKIE U3MEHEHUS, Ofl-
HX[bl BO3HWKHYB, MOTYT HACnef0BaTbCA Kak N0 OTLOBCKOW, TaK U
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MaTepUHCKOM NUHWN 1 NepefaBaTbCs U3 NOKOMEHUS B MOKOEHUE Ha
NPOTSHKEHWW [0 LECTU NOKONEHUIA, Jae B OTCYTCTBUM NOAJEPXKN-
BAIOLLLEr0 BSIMSHMSA BbI3BABLLEN WX MPU4MHbI [7]. YHacne[oBaHHbIe
SNUreHETUYECKNE CUTHANbI Y NOTOMCTBA MOrYT MPUBECTU K Mnpe-
XIEBPEMEHHbLIM U3MEHEHWUAM B TPAHCKPUNLMW U PAHHUM (PEHOTK-
nam CC3 (AUCYHKUMA 3HLOTENUS, AMACTONNYECKAs AUCHYHKLMS,
rUnepTpous NEBOro Xenyaoyka, aHOManuum CKeNeTHbIX MbILLL).
ONMreHeTNYeCKOe PEMOAENMPOBaHNE NPOUNe 3KCNPeccun WH-
AVBUAYaIbHBIX TEHOMOB MOXET CMOCO6CTBOBATL HEMOCPEACTBEHHO
HabNoAeMOil B HACTOSLLEE BPEMS NaHAEMWUU KapauoMeTabonmnye-
CKMX HApYLLEHWIA, BOCMANMTENbHbIX U3MEHEHWA U COMYTCTBYHOLLMX
3200neBaHNIA, SBNAKOLLMXCA NPUYNHHO-CNEACTBEHHBIMM (DAKTOPaMM
pa3sutia XCH [8].

Cpenu anureHeTUYECKMX (DaKTOPOB Hanbomee BECOMbIN BKNaa B
CUCTEMY TPAHCKPUMLMOHHOM U NOCTTPAHCKPUMLIMOHHON Perynsumm
npu 3a60eBaHNAX CepALa U KPOBEHOCHbBIX COCYOB BHOCUT OTHO-
CWUTENbHO HEJABHO OTKPLITLIA KNAacc mManbix Hekogupywowmx PHK,
HasblBaeMbIx MUKPOPHK (MnPHK), koTopble, Kak nonaraioT, «TOH-
KO HacTpamBarT» TpaHcnaumio Matpuynbix PHK (MPHK) [9].

MukpoPHK — ato kopoTkne Hekogupytoume monekynsl PHK, co-
croawme n3 21-25 HykNeoTa0B, KOTOPbIE HE MPUHUMAIOT NPSAMO-
ro y4actus B CUHTe3e 6efika, HO Npu 3TOM BHOCSAT CBOW BKNaj B
TPAHCKPUNLMOHHYIO U MOCTTPAHCKPUMLIMOHHYIO 9KCMNPECCUI0 FeHOB
1 NOTOMY WX OTHOCSIT K 3MMreHeTUHECKMM (hakTopam perynsuui.
MwukpoPHK 06HapyxuBatoTcs BO BCEX TUMax MWUKPOOPraHM3mos,
BK/l04as 6aktepuu u Bupycol [10]. K HacTosLlemy BpeMeHn onu-
caHo okono 2000 mukpoPHK, a Takxe 1x NpUCyTCTBUE B Pasfiny-
HbIX BUONOTUYECKNX XKUAKOCTSX (Na3me, CbIBOPOTKE, MOYe U T.4.)
W y4acTMe B Pa3NUyHbIX MPOLEccax Kak B (OM3MONOrM4Yeckux yc-
NOBMSX, TaK W MPU NATONOMNK, HO MWL Y HEKOTOPbIX MUKPOPHK
onpeaeneHbl PyHKUMK in vivo. bruoreHes n B3aumopaencteme MPHK
1 MUKpoPHK Ha aTane TpaHcnsaumn 6enka nokasaH Ha PUCYHKe.
Kpome KaHOHMYecKoro nytn 6moreHesa MukpoPHK, 3aBucumble ot
6enkoB Drocha u Dicer, cywecTBytoT nyTu ux cuHTe3a 6€3 yyacTus
aTux 6enikos [11].

Kak npasuno, MukpoPHK KoMnnemeHTapHO B3auMOaenCTBYIOT C
MPHK-MuLIEHER, B KOHEYHOM UTOre 370 NMPUBOLMUT K Aerpagauuu
MPHK 1, COOTBETCTBEHHO, MPEKPALLEHWNO TPAHCNALMM KOHKpeT-
HOro 6enKka HeCMOTPA Ha TO, 4TO TpaHckpunuua ero MPHK moxer
npoaomkatbes. Kpome T0ro, onncaHo B3aumoaerictane MukpoPHK
u ¢ apyrumu yyactkamm MPHK, Takumn kak 5 -HeTpaHcnupyemas
06nacTb, KoAUpyKoLLas nocnesoBaTeNlbHOCTb U HENOCPEACTBEHHO
C NPOMOTOPamu reHoB. Takum 06pa3om, MUKpoPHK moryT okasbl-
BaTb B/IMSHME HA BCE 3Tanbl 3KCMPECCUM reHa — OT akTuBauum npo-
MoTOpa, A0 6rokaapl TpaHcnsumn. COOTBETCTBEHHO BAWSIHWE MU-
KpoPHK Ha 3kcnpeccuio Ux reHoB-MuULLEHel NPOLECC LUHAMUYHbII
1 MHOTOAKTOPHbIA 1 32BUCUT OT CYOKIETOYHOIO PACMON0XeHus
MUKPOPHK, MHTeHCUBHOCTM TpaHckpunumuu MuMkpoPHK n MPHK-
muLieHen, cpoacTea MUKPOPHK n MPHK [12] (puc. 1).

PasHoBugHocT MUKpoPHK n uHayLmMpoBaHHbie

mukpoPHK mexanuambl choopmupoBanus XCH

MukpoPHK BCTpeyaloTc Kak B BMAE BHYTPUKMETOHYHbLIX (LUT-
nosiiazmaTnyeckux) Oopmbl, TaK W BUAE BHEKNETOYHbIX (HOPM.
BHekneto4Hble MUKPOPHK B »WMOKOCTAX OpraHuama CTaburbHO
CYLLIECTBYIOT B TaK Ha3blBAEMOW «YNakoBKe» B BUJE 3K30COM. BHe-
Kneto4Hble MUKPOPHK MOryT 6biTb 3arpy»eHbl B IMNONPOTENHbI
BbICOKOW nnoTHocTu (JIMBM) unu ceazaHbl 6enkom AGO2 BHe Be-
3ukyn. Bce atu Tpu cnoco6a gencTeus 3awmiiatoT MukpoPHK ot
Jerpagaunm 1 rapaHTMpyloT Ux cTabunbHOCTb. bnarofaps Takum
MexaHu3mMam 3alwuTbl, MUKPOPHK MMeIOT noTeHuman B KadyecTse
KaHAMAATOB HA POSib HEWHBA3UBHBIX GUOMAPKEPOB PA3NNYHbIX OH-
KOJOrM4ECKMX W CepLe4HO-CoCyancTbix 3a6onesaqui [17].
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Pucyvok 1. buoreHes u B3aumopeinctene MPHK u mukpoPHK
(puecyHok aBTopos, no Novina C.D., Sharp P.A., 2004 [13])

Onucanne pucyHka. buoreHe3 MmukpoPHK Hambonee 4acto
perynupyeTca 3a CYET KaHOHWYeckoro nym. B jaHHoM
cryyae  reHsl  MUKpOPHK — npoucxogsaT M3 MEXIEeHHbIX,
WUHTPOHHbIX, 3K30HHBIX WM MOUUNCTPOHHBIX JIOKYCOB MyTeéM
TpaHckpunumn  PHK-nonumepason Il B AVHHBIG  MEPBUYHbIN
TpaHekpunt mMukpoPHK  (npu-mukpoPHK). 3ta npn-mukpoPHK
Brioc/e[cTBuM  paclyensiserca  puboHykneazon  Drosha ¢
06pasoBaHnem  npe-mukpoPHK —  LnnibKOBOW  CTPYKTYPbI
QKo 70 Hykneotwuhos. [anee apyras  puOOHYKeasa,
Dicer, nepepabatbiBaer npe-mukpoPHK ¢  o06pa3oBaHnem
MUKpOPHK pnnHon 22 Hykneotupa — MukpoPHK*-gynnekc.
JBe HuTM 3TOr0 A[ynnekca HenosHOCTbI0 KOMIMIEMEHTAPHbI
Apyr apyry, v nocsne 3arpysku B PHK-urgyynpyembiii Komnsaekc
Bbikmo4enHns reHa (RISC — RNA-Induced Silencing Complex)
nyTém 00bEAUHEHNS ¢ OAHUM U3 OENIKOB cemevicTBa Argonaute
(AGO) wn pByx BcromoratesibHelx 6e1Kk0B PACT (66/1K0Bbif
aKTuBaTop WHTEPGEPOHA, WHAYUMPYEMBbIA MPOTEUHKUHAZON) U
TRBP (6enok, csasbiBarolymi TpaHcaktusupyrowyrw PHK TAR
Bupyca BUY [1]) ogHa u3 4BYX HUTEH, «1ACCaxup», PaspyLLaercs,
a JApyrad, «Hanpasnstowas», [0CTaBnaercs k coed MPHK-
muwwenn [13]. Komnnekc RISC pacrnozrHaer MPHK-muwenn 3a
CYeT CBOEN CTapTOBOV MOC/EA0BATENbHOCTH, KOTOPAs 00bIYHO
0XBATbIBAET HYKNEOTU/bI B N03nLmsax 2—7 3penoi MukpoPHK. /13-
3a HE6OJbLIOro pasmepa CTapToBON [M0CHEH0BATENIbHOCTU WIH
HECOBEPLLEHCTBA CapUBaHNs OCHOBAaHWI HECKOJIbKO MUKPOPHK
moryt perynnpoBatb 04HY MPHK-muieHb, u Haob6opoT, ofHa
MUKpPOPHK MOXeT pacrno3Hasatb HECKosbko MPHK-muLLeHed.

npe-MPHK o6pasyetcs
U3 VHTPOHHbIX y4acTkos AHK
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VHrMéupoBaHme TpaHcaaLmm

B pesynvrare Hayenusanus Ha MPHK mukpoPHK perynnpyot
9KCIIPECCUIO TeHOB, MO0 MO[ABAAA TPAHCAAUNIO TPAHCKPUMTA
B CJly4ae HernoJIHoro cnapuBaHus OCHoBaHwi MukpoPHK ¢
MPHK, nn6o cnocobcTBys ero gerpagaumu B C/y4ae roJHou
komnnemeHTapHocTn MukpoPHK u mPHK [14-16].

Figure 1. mRNA and miRNA biogenesis and interactions (original
picture, adapted from Novina C.D., Sharp P.A., 2004 [13])
Description of the figure. There is a certain canonical regulation
pattern of miRNA biogenesis. Primarily, long strain of pri-miRNA
is synthesized by RNApolymerase Il via transcription of various ge-
nome patterns, including introns, exons or polycistronic loci. Pri-
miRNA is then denaturated into a pri-miRNA hairpin, comprsizing
70 nbp by another ribonuclease - Drosha, with its following con-
version into double stranded miRNA*-duplex (22 nbp) by the Dicer
ribonuclease. The duplex strands are not fully complementary to
each other. Thus, as they are later joined together and aploaded
into an RNA-induced silencing complex (RISC) with the aid of sup-
plementary proteins (AGO family protein, PACT and TRBP proteins
[1]) one of the strands, called "landing strand" is denatured while
the "leading strand" gets delivered to its target-mRNA [13]. RISC
identifies target-mRNA through its starting nucleotides pattern
covering loci 2-7 of the miRNA. However, due to the small size and
imperfect nature of the binding site few miRNA are able to regu-
late one target-mRNA and vice versa. As a result, miRNASs regulate
gene expression either by inhibiting translation through incomplete
miRNA-mRNA base pairing or by accelerating its degradation in
case of full complementarity with a target-mRNA [14-16].
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MUVKPOPHK KAK ACTIEKT QUATHOCTUIK
XPOHWYECKOVI CEPOEYHOW HEQOCTATOYHOCTYI

lomeocTas B cepfue NOALEPXKUBAETCA 32 CHET AMHAMUYECKMX
MEXK/ETOYHbIX B3aWMOAENCTBNIA. Korfa OH HapyLllaeTcs, Hanpu-
Mep, B OTBET HA MOBPEX[eHWe MUOKapha, NPoucXoaut pemoge-
nupoBaHue ceppua. Mpu 3TOM Takue M3MEHEHUS 3aTparuBalT He
TONbKO OCHOBHOW CTPYKTYPHO-CDYHKLMOHAMbHBIA 3NEMEHT Cepa-
a — KapanoMMOLNT, HO 1 ApYrue KNetodHble pagsl (hombpobna-
CTbl, KNETKN rMagKon MyCKynatypbl COCYLOB, 3HAOTENNAMbHbIE Y
WMMYHHbIE KeTku). [1aTonormyeckan KOHLEHTPUYeckas runep-
TPOhus MUOKapAa ABMAETCA HE3aBMCUMbIM (HaKTOPOM pUCKa W
nokasatenem He6naronpusTHOrO NPOrHo3a y nauueHtoB ¢ GH.
CTOMT OTMETMTb, Y4TO B JaHHOM cnyvae MUKpOPHK urpatot pa-
NeKO He NOCNESHION PoNib B Perynsauum npoLeccoB CTPYKTYPHON
NepecTpoiku, Npu 3TOM OHU MOTYT BbICTYNAThb KaK B Ka4ecTBe
NOBPEXAAIOLLNX, TaK U KapANONpPOTEKTOPHbLIX (DAKTOPOB. Hanpu-
mep, akcnpeccnst MukpoPHK-155 6bina He TONbKO aKTMBMPOBAHA,
HO W NOMOXUTENbHO KOPPenupoBana ¢ UHAEKCOM Macchl NIEBOMO
XKENyL04Ka, KOTOPbIA ABNAETCH NPOrHOCTUYECKUM MApPKepoMm y na-
uneHtoB ¢ GH. Mpwu nccneposanun MukpoPHK-155 B nabopartop-
HbIX YCNOBUAX HA TPAHCTEHHbIX XWUBOTHbIX TaKXe NOATBEPXAEHO
HEMOCPEeACTBEHHOE y4acTMe B PEMOJeNUpoBaHumn cepaua. Hokayt
MUKPOPHK-155 cHMXan CTPYKTYpHYIO NepecTpoiky 3a CYET ee
BO3[ENCTBMSA HA MHAYLMPYEMbIil OnyxoneBbiM 6eikom pb3 anep-
Hbii 6enok 1 (TP53INP1) [18]. Passutne runeptpodhun Mnokapra
TECHO CBA3aHO C KapAWarbHbIMW CTPECCOPHbIMU (DaKTOpamu, B
OTBET Ha KOoTopble (onbpobnacTbl cepaua HauuHalT CEKPeTupo-
BaTb MUKPOPHKp-21-3p 1 MukpoPHK-27a-5p, kKOTOpble MOTYT M0-
rnowaTbCs KapaAMOMUOLMTaMKM, U NOTEHUMPOBATL TUNEPTPOUIO
NoCPeCcTBOM TPAHCNALMOHHOIO WHrMbupoBaHusa 6enkos SORBS2
unn PDLIMS. Kpome TOro, B OTBET Ha CTPECC KapAMOMMUOLMUTHI B
MEXK/IETOYHYI0 Cpefly BbIAensT 3k3o0combl [19,20], 6Goratbie
MUKpoPHK-27a, MukpoPHK-28-3p 1 mukpoPHK-34a. OHu norno-
LLIAKOTCA COCEAHMMI KapAMOMUOLMUTAMU, aKTUBUPYS CUTHAMbHbINA
nytb Nrf2/ARE, 4T0 npusoguT K runeptpocun muokapga [21,22].
[aneko He nocnefHee mecto B pa3sutuu CH 3aHumaeTt MukpoPHK-
195-3p. Mo AnarHoCTMYeCKO 3HA4YUMOCTU YPOBEHb 3KCMpPeccuu
310/ MUKPOPHK B 3Ha4UTENBHOI CTENEHM YCTynan UccneLoBaHuio
CBA3U NNasMeHHbIX KoHUeHTpauuin NTproBNP n bpakuuu Beibpoca
NeBOro Xenyao4ka. TeM He MeHee 0Ka3anoch, YTO CBEPX3KCMpec-
cus MUKpOPHK-195-3p B MuoKapze nof KOHTpOneM npomoTopa
reHa a-Lenu M1o3uHa NPUBOAMUT K NaToNOrU4ecKOMYy pemojesu-
poOBaHWIO cepfua. mnepTpodms Muokapia ¢ fesopraHusauuen
KapanoMUOLMTOB U, B MOCNEAYIOLLEM PACLUMPEHUE XeNy[04KO0B,
HENnocpefiCTBEHHO BeSn K noTepe 3(hheKTUBHOCTYM UX COKPALLEHMS
[23]. UcenepoBanua doyHKLmM MUKpOPHK-375-3p Takxe BbIiBUNN
ee CBA3b C runeptpocomeit Muokapga. lNonaesneHne akcnpeccum
310l MUKpOPHK ymeHbwano konuyectso BNP n B-MHC (u3odop-
Ma TSHKENOI Lenu MUO3UHA) B NEPBUYHBIX KAPANOMMOLNTAX KPbIC,
06paboTaHHbIX aHrMOTEH3UHOM I, YTO YKa3blBaeT Ha CTUMYNMPY-
towiee Bo3neiicTane MMKpoPHK-375-3p Ha runeptpoduto. OaHako
akcnpeccus MUKpoPHK-375-3p BpeMeHHO yBenn4nBanach, HO 3a-
TEM CHUXanacb B MUOKapZe KPbIC C MOJENbI0 NOMEPE4HOro Cyxe-
HWs aopTbl (TAC) 1 B MOZENU rUnNepTpodUmM NePBUYHBIX KAPANOMK-
OLWTOB, BbI3BAHHOM aHrMOTEH3NHOM Il. 3TOT aHOMabHbIA NaTTepH
akcnpeccum nokasan, 41o miR-375-3p MOXeT urpatb perynmpyto-
LLYt0 POMb TONbKO HA PaHHUX CTaguax runeptpocouu cepaua [24].

MexaHnu3ambl pa3Butusa hubposa cepaua

npu y4yactuu MukpoPHK

MukpoPHK-208 sBnsetcs ofHOIA 13 Hanbonee cneumguyeckux
ons cepaua. OHa cBsizaHa C maToreHe3oM runepTpodoumn, aputTMui,
WHapKTa MMOKapAa, orépo3a Mokapaa, KOpOHapHOro aTepoCkKe-
po3a u cepAedHoit HegocTatoyHocT. MukpoPHK-208 BkntoyaeT aga
nogtuna: MukpoPHK-208a, kopupyemblit B UHTPOHe reHa o-MHC
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(Tskénas uenb MuosnHa anba, Myh6), n mukpoPHK-208b, koau-
pyemblit redom B-MHC (Myh7), 06a reHa KOTopbIX pacnonoXeHbl B
14-it xpomocome Yenoseka. Caepxakcnpeccus MukpoPHK-208a no-
nasnset THAP1 (ren THAP1 koampyeT 6enok, cogepxallnii JOMeH
THAP, y4acTeytowwmid B nponudoepauni 3HAOTENNANbHBIX KIETOK K1
npoanonTOTUYECKMX MpOLeccax, a Takxe NPeAnonoXnUTeNbHO §B-
nsetcs akropom TpaHckpunumm (OMIM * 609520) n skcnpeccuio
MMWOCTATIHA, TEM CaMbIM CMOCOBCTBYS NAaTONOrU4YECKOi runepTpo-
hun KapanomuounToB 1 nopoay. LIMKNNH-3aBUCUMBIA UHTMOBUTOP
KuHasbl 1A (p21), perynaTop KNeTo4HOro Lukna Ha cragum Gi1, sB-
nsetca oAHoi u3 muweHen MukpoPHK-208 u aktusupyetcs muo-
cTaTuHoM. GHUXeHWe aKcmpecckn cnocobcTByeT BbipaboTke ADK,
no CyTW, BO3LENCTBYA HA P21, YTO NPUBOAWT K anonTo3y Kapawo-
MUOLNTOB [25]. JKCMEpPUMEHTbI, NPOBEAEHHbIE HA KNETKax cepaua
KpbIC, NOKasbIBaKoT, 4T0 TGF-B (TpaHcdopmupytowmii haktop po-
cTa 6e1a — 6ENOK-LMTOKNH), PerynaTop nponudepaumm, KneTo4Homn
AndhdhepeHLMpOBKIM U psia aHanornyHbIX yHKLUIA B 60MbLUMHCTBE
KNeTOK MHAyLmpyet akcnpeccuio MukpoPHK-208a B ycnosuax mMexa-
HUYECKOr0 PacTsHKeHUs, a akTeauus akenpeccun MukpoPHK-208a,
B CBOK 04epefib, COCO6CTBYET 9KCNPECCUM JHAOIUHA U CTUMYMN-
pyeT 06pa3oBaHue KonnareHa |, B peaynbTare Yero KapamoMuoumTbl
AncbepeHLmMpyoTes B MMOGMOPOBNACTbI, YTO CTAHOBUTCA NPUYK-
Hoit dhnbpo3a cepaua [26].

MukpoPHK 1 HapyweHue o6meHa KanbLyus B MMOKapae

MHoxecTBO MUKPOPHK Takxe moryT BnnaTb Ha Ca2*-3aBUCHUMbIiA
nyTb pa3sutsi CH. Takme Monekynbl, kak MUKpOPHK-1, mu-
KpoPHK-145, mukpoPHK-26, mnkpoPHK-133 oka3sbiBatoT Kapamno-
NPOTEKTOPHOE [eiicTBUE. BbINO NMOKa3aHo, 4TO CTeMeHb 3KCMpec-
cum MMKpoPHK-1 y nccneayemblx CHUXanach no Mepe yBesmyeHus
knacca CH no Hbto-Mopkckoit kapamonoruyeckoi accoumauum
(NYHA). 310T 3thdhekT 6bin1 cunbHee y naumenTos ¢ IV knaccom no
NYHA, yem y nauueHtoB co Il wnm Il knaccom. Takxe 6bina fo-
KasaHa 3HauuTenbHan oTpuLaTensHas Koppenaumnsa Mexamy CHuKe-
Huem 3akcnpeccum MUKPOPHK-1 B CbIBOPOTKE KPOBW 1 TANEpTpo-
(hueit nesoro xenygoyka [21]. MukpoPHK-145 takxe cnoco6Ha
0Ka3blBaTb BNWAHWE HA BHYTPUKIETOYHbIA romeocTas Ca*'. Kap-
ANONPOTEKTOPHbIE 3(MEKTHI 0OYCNOBMEHbI NPEUMYLLECTBEHHO
M3MEHEHWEM Mepefa4yn CUrHanoB B-afpeHopeLientopa W XpoHu-
YECKUM UHTMOMPOBAHMEM TUMEPAKTUBMPOBAHHBIX Kackagos Ca2+/
KanbMOJy/TMH-32BUCUMON NPOTENHKMHA3LI |I. 3TO npefoTBpaLLaeT
CTPYKTYPHbIE U3MEHEHUS B CEpLLe: CHKAeT (pubpo3 MUOLMTOB K
YNy4LWaeT COKPATUTENbHYIO CMOCOGHOCTb, MOMOXMUTENbHO BANAS
Ha 3N1eKTPOChM3N0IorMyeckue cBoicTea Mmokapaa [27]. Mcenepno-
BaHWA Ha muounTax HL-1 n muoumtax, BblLeNeHHbIX Y NauueHToB
C NOCTOSAHHOW hopmoi chmbpunnaLmeil Npeacepanin, nokasanm,
YTO aHOMasbHble YPOBHU 3Kcnpeccun MUkpoPHK-208 nogasnsatot
aKcnpeccuio 1 yHkumo cybveauHuy Ca?*-kaHanos L-tuna (alc
n B2, kogupyemblx reHamn CACNATC w CACNB2 co0TBETCTBEHHO)
u Ca2*-Hacoca capkonnasmaruyeckoro petukynyma (SERCA2), Bbl-
CTynas B KayeCTBEe BRXHOTO MOCPESHMKA HAPYLLIEHUS Perynauum
BHYTPUKIETOYHBIX KOHUeHTpauuid Cazt BO Bpems pemojennpoBsa-
HUS Npeacepauii [28].

MukpoPHK n pemopenuposane cepaua

MHAYLMPOBAHHOE Neperpy3Koii JaBNeHneM

Kpome T0ro, 66110 06Hapy»XeHo, YT0 KOnn4ecTso MUKPOPHK-217
YBENUYEHO B cepAaLax nauueHToB ¢ CH, a 3Kk30reHHas CBEPXaKCnpec-
cns MukpoPHK-217 B kapanomuouutax 8 mogenu GH, BbI3BaHHOM
CY>KEHWEM TPYAHOIA aopThl, MPOJEMOHCTPUPOBANA YCUMEHNe cep-
JEYHON ANCCOYHKUMM M PEMOAENNPOBAHUA Cepaua, WHAYLMPOBaH-
HbIMW Meperpy3koil aasneHunem. WHTepecHo, 4Tto MukpoPHK-217
He TONbKO HanpsIMyto perynupyeT runepTpodouto cepaua, Ho i Koc-
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BEHHO CMOCOOCTBYET CepAeqHOMY (DUOPO3Yy 4epe3 BHEKNETOYHbIE
BE3WKYNbl, NOMYYEHHbIE U3 KADAMOMUOLMTOB, BO3AencTBYs Ha PTEN
(phosphatase and tensin homolog deleted — dhoccharasa ¢ 4BOMHON
Cy6CTpaTHOM CneundM4HOCTbI0, NPoayLMpyemMas O04HOUMEHHBIM
reHom PTEN) B 06enx knertkax. AHanoruyHoim 06pasom paboTaet
MUKpOPHK-21 B mogenn CH, BbI3BaHHOI NMOMEPEYHbIM CY>XEHWUEM
aopTbl. BUOMHGOPMALMOHHBIA aHaNKU3 NO3BOUA YCTAHOBUTD, YTO
oboraiéuHas MukpoPHK-21 Takxe onpefenser B3aumMopencTsue
Mexy Makpodbaramu 1 ouépobnactamu 1 cnocobcTBYET Nponnde-
paumum MnouépobNacToB, 4TO NPUBOANT K Kapanoduéposy [21].

MoMUMO 3TUX  MEeXaHW3MOB MOBbLILIEHWE SKCMPeccun Mi-
KpoPHK-145 unruéupyer SOX9-onocpenosatHyio nepegady (SOX9 -
TPAHCKPUMNLMOHHBIA (hakTop, NPOAYLUMPYEMbIA OLHOUMEHHBIM re-
HOM) curHanoB B curHansHom nytu AKT/GSK-3pB/B-kateHuna (GSK-
33 — BHYTPUKIETOYHAsA CEPUH/TPEOHWHOBAs KWUHA3a, y4acTBytoLLas B
perynauun meTabonm3ma, KneTo4HON nponudepauumm, anontosa u p.
WNHrubupyet 6enok B-kaTeHwH, y4acTBYIOLMUIA B KIIETOYHON aaresuu
W Perynauum 3KCnpeccumn reHos curianbHom nytu Wnt, perynmpyto-
LM 3MBPUOTEHES 1 KNETOYHYID AudddpepeHLMpoBKY [29]), a Takxe
onokupyet MAP3K3 (L1TO30MbHAA CEPUH/TPEOHNHOBAA NPOTEUHKN-
Hasa cemeiictea MAP3K, npogyuupyemas resom MAP3K3), npusoas
B KOHEYHOM UTOre K YIy4LIEHWUO CepLevHON (DYHKLIMM N YMEHbLLe-
HUO HnbPOo3a cepALa, NoAaBNAA NPOrpeccuto cepaedHoi HefocTa-
To4HocTy [30,31]. K mpyrum aHTUpnbpo3HbiM MUKpoPHK oTHocsTeA
MukpoPHK-24, -29, -30, -31 1 -133, B 10 Bpems kak MukpoPHK-133 1
-30 perynupytoT 3Kkcnpeccuto hakTopa pocTta COeANHUTENbHOI TKaHM
- KNI04eBOM MOJeKynbl B npoLecce ombposa, Kotopas CTUMYNUpyeT
CUHTE3 BHEKNETOYHOr0 MaTpuKca. bbino 3amMeyeHo, YTO NOBbILLIEHHAS
akcnpeccus MUKpOPHK-133 n MukpoPHK-30 MOXET CHUXaTh CUHTES
(pakTopa pocTa COeLMHUTENbHON TKAHW, W, KaK CNefCTBIE, NPUBOAMT
K YMEHbLLEHWIO OTNOXEHUA Konnarexa [21].

Momumo runeptpocbum n hmbpo3sa, Kak BeayLnx akTopos pas-
BuTNA CH, BXXHYIO POnb B Te4eHUM 3a60eBaHNA cepaLa npeacTas-
NS0T anonTo3, aHrMOreHes, a TaKXKe XPOHUYECKOe BOCMANEHNe.

MukpoPHK n cocyguctoe pycno MMokapaa

lporpeccupoBaHne runepTpoduyeckoro pocra BnnoTb Ao GH
NPOUCXOAUT 6e3 [OMNOSTHUTENIbHOrO 06pa30BaHWUA HOBbIX KPOBE-
HOCHbIX COCYZI0B W CBS3aHO CO CHVKEHWEM NIOTHOCTW Kanunns-
POB. Ha cerogHsLWHMA feHb U3BECTHO, YTO HApYLUeHWe B3auMogeli-
CTBUS MEXAY KapLMOMWUOLMTAMW W 3HAOTENUANbHBIMUA KNETKaMU
B OCHOBHOM CBSi3aHO C MapakpUHHbIMK (PakTopamm pocTa, Bbije-
nseMbIMi Kapauomuouutamn. OHU BKITIOHAIOT PA3NUYHbIE CEKpe-
TMPYEMbIE 4aCTULbl, B TOM Yucne GEnKu WU NenTuabl, Takue Kak
(pakTOpbl POCTA, FOPMOHbI, LIUTOKMHBI 1 6EITKU BHEKNETOYHOr0 Ma-
Tpukca. MukpoPHK kak monekyna, uMetoLlas BaXXHOe 3Ha4yeHue B
napakpUHHO Perynauum, Toxe He ABNAETCA UCKNOYeHNeM [32]. B
perynauum MuokapananbHoro aHrnoreHesa nposemMoHCTprpoBsana
cBoto ponb MukpoPHK-200c-3p. Mpu noBbileHnn ee ypoBHSA, 3a
CYET BbICBOOOXAEHUS rUNepTpOPUPOBAHHBIMU KapauoMuoLuTaMm
C NMOMOLLbHO 3K30COM, OCYLLECTBNIAETCA BAUSHWE HA 3HAOTENMNANb-
Hble Knetku. CnescTBueM 4Yero CTano UCTOHYEHUE Kanunnspos u
CHUXXEHWE aHrMoreHHoM cnoco6HOCTU, NYTEM MHTMBUPOBAHUSA JKC-
NPeccui MHOrMX reHoB, KOTOPbIE paHee Bbinu CBA3AHLI C NoAnep-
)KaHWeM HOpManbHOro pocTa u NOABWXHOCTK Knetok (CFL2, IL-8,
RECK, NDN), anonto3a knetok (PMAIP1), perynauum nepenayu
curHanos (KDELC1) unu mexkneTo4HbIX KoMmyHukaunii (VAMP7 n
LRRK2) [33]. Opyryto cBs3b MUKpOPHK ¢ COCYAMCTON CETbIO Cepa-
Lia NOKa3blBAET UCCNeA0BaHNe, HanpaBieHHOe Ha N3y4eHne MUKPO-
BE3UKYN C BbICOKUM coaepxkaHnem MUkpoPHK-205-5p, pesynbTa-
Tbl KOTOPOrO ONUCHIBAIOT NOAABNSIOLLEE BAUSAHWE HA aHTUOTEHE3,
3a CYeT BO3LENCTBNA HA OAUH M3 KITHOYEBbIX 3JIEMEHTOB - (haKTop
pocta aHgotenus cocynos (VEGFA) [34].

MpoTnBONONOXHbIA 3dhekT okasbiBaeT MUKPOPHK-126. OHa
noTeHuupyeT 06pa3oBaHne COCYL0B de NOVO B MUOKApAe, YTO Bbl-
3bIBaET BCE OONbLIMA MHTEPEC C TOYKU 3PEHUs TepaneBTUHecKOom
MOLenu Ans nevyeHus mwemuu muokappa u CH. Momumo atoro,
MUKPOPHK-126 yyacTByeT B perynsuuu BocnaneHus B COCyANUCTOI
CTEHKW, KOHTPONMPYeT akcnpeccuto monekyn aaresum VCAM-1,
ICAM-1, E-SEL B anfoTenmouuTax, Okasbias Takum 06pasom ate-
pONPOTEKTOPHbIE CBOIACTBA [35].

MukpoPHK 1 anonTo3 kapauomM1oLu1TOB

AnonTo3 unu 3anporpaMMuMpoBaHHas rubenb Kretok 06bI4HO
o6ecneynBaeT Haanexxatuin (PyHKUMOHANbHbIA 1 METaboNUYecKnin
roOMeocTa3 B MHOTOKNETOYHbIX OpraHu3max. Kak v B cnyyae ¢ apy-
TMMKW 3YKapUOTMYECKUMU KNETKamu, anonTo3 B KapauoMuoLuTax
MOXET ObITb BbI3BAH aKTUBALMEN ABYX OCHOBHbIX MyTeli: BHELUHEro
nyTW, KOTOPbI ONOCPesj0BaH peLenTopaMu CMepTU, 1 BHYTPEHHE-
ro nyTW, KOTOPbIA BKIKOYAET MUTOXOHAPUANbHYI0 NPOHULIAEMOCTb
Unu TpaHcMemOpaHHbIA noTeHunan. V13BecTHo, 410 06a nyTn ak-
TUBMPYIOT Kacnasbl-uHuumaropsl (Casp8,9,10) u, HakoHew, ucnon-
HWUTENs anonTosa, kacnasy-3 (Casp3). Paa muccnefoBaHuii 4emMOH-
CTpupyoT, 410 MMKPOPHK-133 1 -874 oTpuuatensHo perynupyiot
akcnpeccuto Casp3 n Gasp8 cOOTBETCTBEHHO W 3aLLNLLAKT Kapau-
OMWUOUUTBI OT rMBenu, BbI3BAHHON OKUCNUTENbHLIM CTpeccoMm. Mo-
MUMO Kacna3 pasnuyHbie MUKpoPHK Takxe HaueneHbl Ha cemeit-
CTBO B-KneTouHbIX numdom-2 (Bcl2) B pamkax BHYTPEHHEro nyTu
MUTOXOHAPWANBHOro anonto3a. ®yHKUMOHANbHO 3T MUKPOPHK
MOXHO 6b1710 6bl Pa3LeNMTh HA AHTUAMONTO3HbIE U NPOANONTO3HbIE
noacemencTea. B HacTosee Bpems coobLLaeTcs, 4To MUKpOPHK-
15b, -30b, -34a cnoco6CTBYIOT rMGeNnu KIeTok KapaMoMUOLMTOB
nyTeM NnojasneHns SKCnpeccuu reHos Bel2 (aHTManonToTuYeckux),
Torga kak MuKpoPHK-149 1 -24 nopaBnatoT anonTo3, Halenmeasch
Ha npoanontoTuyeckue redsl PUMA u Bim [36].

Tak, Hanpumep, MULLEHbO Ana cemeiictea MUKpOPHK-30 sB-
nsaerca 6enok p53. Mpu anontose, BbI3BAHHOM OKUCIUTENbHBIM
CTPECCOM, CHWXeHUe ypoBHA MUKPOPHK-30 npuBoanT K NOBbI-
LUEHMI0 YPOBHA p53 1 6enka, cBa3aHHoro ¢ guHameHom-1 (Drp1),
KOTOPbIA MHULMUPYET [eNeHNe MUTOXOHLPWUIA, YTO B KOHEYHOM
uTore npueoanT K anontosdy [37]. MukpoPHK-34a aHanoru4Ho pe-
rynupyet akcnpeccuto Gasp3, Bel2 n Bax, n cnoco6¢TByeT anon-
T03y. O MOBbLILLIEHNN 3KCMPECCMM TaKkKe coo6Lanoch B pabotax,
U3Y4AOLMX KApANOTOKCUYHOCTb, BbI3BAHHYIO [OKCOPYOULMHOM.
Takxe pocT konu4ectsa miR-34a Habn4anoch Kak B CbIBOPOTKE
KPOBU NALMEHTOB C OCTPbIM MHAPKTOM MUOKApLa, TaK U Y KpbIC,
NOABEPrInXcs MHAPKTY Muokapaa [38]. NHAYKLMIO KNeTo4YHOoro
anonto3a Takxe o6ecne4ymsaetr MukpoPHK-15b B ckomnpomertu-
POBaHHbIX TMNEPTPOPUEN KAPLNOMUOLMTAX, 38 CHET HapyLUEHUs
MUTOXOHAPUANBHOr0 MeM6paHHOro noteHumana. [loBblWeHHas
3Kcnpeccus cnocobeTeosana rubenu KapanomMmmoLnuToB npu Moge-
NIMPOBaHWK uwemun/penepdysnu, B T0 BpeMs Kak 6110KMpoBaHue
akcnpeccun MMKpoPHK-15b okasbiBano LWTONPOTEKTOPHOE Aei-
CTBUE, NyTeM BUAHNA Ha ypoBeHb 6enka Bel2 [39].

3AKJTHO4EHUE

MukpoPHK Bce 601bLLe JEMOHCTPUPYHOT CBOI MHOr006eLLaLLNIA
MOTEHLMAN B Ka4eCTBE YHUKAIbHbLIX MONEKYNSPHbIX MApKepoB, uil-
NOCTPUPYIOLLMX NOCNeA0BATENBHOCTb METabOoIMYecKMX NyTen, ne-
KaLLWX B OCHOBE CEPAEYHOIT HeA0CTaTo4HOCTU. CneaoBaTensHo, He-
06x01MMO 60ee TLATe/IbHO ONpeaenuTb TUMbl MoNieKkyn MUKPOPHK
B KA4eCTBE 3MUTEHETUYECKUX MOJYNATOPOB, Y4acTBYIOLIMX B BO3-
HUKHOBEHUW 1 pa3BUTMM 3a60mneBanHns. MpefCcTaBeHHbIe B JaHHOM
0630pe MUKPOPHK y4acTBytOT B perynsumm 0CHOBHbIX MPOLIECCOB,
TaKux Kak runeptpochus, ombpos, anonTos, U BoCnaneHue, CBA3aH-
HbIX C AUCYHKUMEN Kamep cepaua u passutnem XCH. Vimetowwmecs

EURASIAN HEART JOURNAL, 4, 2025 | 1 01 |



MUVKPOPHK KAK ACTIEKT QUATHOCTUIK
XPOHWYECKOVI CEPOEYHOW HEQOCTATOYHOCTYI

[aHHbIe NO3BONAKT NPOLEMOHCTPUPOBATL NoTeHUMan MukpoPHK B
Ka4yecTBe MeToja AMarHoCTUKN 1 NPOrHO3MPOBaHUs 3a6onesanns. B
TO Xe Bpems Ans TOro, 4To6b! LupkynupyoLme MukpoPHK Bowwunn
B KITUHUYECKYIO NPAKTUKY, OHU JOMKHbLI COOTBETCTBOBATL PAAY Kpu-
TepueB 3(NCEKTUBHOTO OUOMAPKEpa: BbICOKAs YYBCTBUTENBHOCTb
W CNeumtuYHOCTb B OTHOLLEHUM 3260MeBaHNs; UCCNeLoBaHue C
MOMOLLbI0 HEWHBA3MBHbLIX METOAMK; BO3MOXHOCTb PAHHEro BbIsiB-
NeHns 3a60NeBaHuUs; YyBCTBUTENbHOCTL K AMHAMUKE 3a605eBaHus;
YCTOYMUBOCTb K Aerpafaumn B 06pasLie; BO3MOXHOCTb TOYHOMO M
HaZLEXXHOr0 BbIAB/MEHNS; 3KOHMUYECKas LOCTYMHOCTb, a Takke fc-
HOCTb Ans Bpaya 1 nauueHta. MukpoPHK cOOTBETCTBYIOT MHOTUM
13 3TUX KpuTepues. OHU XapakTepu3yTCS BbICOKOMN CTaBUIbHOCTbIO
1 TOYHOCTbIO 06HAPYXXEHMS C BbICOKOI YYBCTBUTENbHOCTLIO U Criel-
NOMYHOCTBIO 6narofaps Ux YHUKanbHoil nocnegosarensHocTy. Mo-
nekynsl UupkynupyowLein MukpoPHK Bnepsbie Gbinu 06HaPYXeHbl B
KPOBMW, HO MOCNELyIOLME UCCNEA0BAHNA BbIBUNW WX NPUCYTCTBME
BO BCEX M3BECTHbIX BUONOTUYECKNX XUIOKOCTAX. Kak ynoMuHanoch
BblLLIE, 4ACTb BHEKNETO4YHON MUKPOPHK nocne cvHTe3a ynakosbiBa-
€TCA B JBOMHYIO KIETO4HYI0 MemMOBpaHy 1 B BUIE 9K30COM NOKMAAET
KNeTKy. IK30COMbl 06€CMe4nBatOT BbICOKYHO CTaBWUILHOCTb AaXe Npu
L7MTENIbHOM XPaHEHUN, @ TaKXe YCTONYMBOCTb K HEBNaronpuaTHLIM
YCNOBUAM OKpYXatoLLeil cpefibl, TAKUM Kak BbICOKas Temneparypa
W MHOTOKPATHOE 3aMOpaXXUBaHUE W OTTauBaHWe, 3KCTPEMarbHbIe
3HayeHus pH n 3awwmTa oT PUBOHYKNeasHoi akTMBHOCTM [40,41].

HecmMoTps Ha MOMOXMTENbHbIE CTOPOHbI, UCMONb30BaHWE MU-
KpoPHK, Kak KnuH14eckoro 6momapkepa, ConpoBOXAaeTCs pafom
Cepbe3HbIX OrpaHuyeHunii. MiccnegoBarenu o CUX NOP CTANKMBAKOT-
Cs C OTCYTCTBUEM OMNPELESIEHHOCTU B Y4aCTUM TEX WU UHBIX Npej-
crasutenen MMKpoPHK B pasnuyHbix 61uosiornyecknx npoLeccax B
opraHuame. Takxe OTCYTCTBYIOT CTaHAAPT N0 CNOCO6Y NOny4YeHus
N 06pa6OTKN MMELOLLMXCS 06pa3L0B, UX OLEHKM 1 UHTepRpeTaLum
pe3ynbTaToB B NONYMALMM C YHETOM STHUYECKUX UIK reorpaduye-
CKUX pa3nnymin, a Takxe Bo3pacta W nona. 310 06YCrOBNEHO He-
[0CTaTOYHON COrNaCOBAHHOCTLIO MO MOBOAY NPUMEHAEMON CTpa-
Termn B LUarHocTuke MUkKpoPHK npu pasnnyHbix 3a6071eBaHUAX
MeX[y pasHbIMU rpynnamu uccnegosarenei [42].

Takum 06pa3om, AnarHoctuyeckas LeHHocTb MUKpoPHK co Bpe-
MEHEM HECOMHEHHO PacTéT, HO Hapsdy C 3TUM BO3HWUKAET BCe 60Mb-
Lwas noTPe6HOCTb B MPOJO/DKEHUN KNUHUYECKUX UCCNEA0BaHUIA 1
NCCIeJOBAHNIA HA XKUBOTHbIX, YTOObI NOATBEPANTL UX NATOU3N0-
NOrMYecKyto PYHKLMIO B CepaLe npu cepAeYHON HeJ0CTaTOMHOCTY
W X NONE3HOCTb B KIMHWYECKON NPAKTUKE. ATO BAXKHO HE TOSbKO C
TOYKM 3PEHNA ANArHOCTUKM, HO U NOTEHLMANBbHON Posin MUKPOPHK
Kak TepaneBTn4ecKon mogenn ans neveHus XCH.
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