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Cnucok cokpaleHnmn

AT’ — aprepuaibHasi TUTIEPTEH3MsI

AJl — aprepuanbHOe TaBleHUE

AK — aopranbHblii KjanaH

APA — aHTaroHucTsl peuenTopoB K aHrMoTeH3uHy [1
AC — aopTaJibHbIii CTEHO3

BO3 — BceMupHas opraHuzauus 31paBoOXpaHEeHUs
BCC — BHe3anHas1 cepieuHasi CMepTh

BTJIK — BBIXOZHOI TPaKT JIEBOTO XeJyI10uKa
BTTII2K — BbIXOIHO# TpaKT MPaBOTo Xeaymaouka
I'KMIT — runeprpoduryeckas KapaiuoMUOIaTHsI
['JI2K — runeprpocdus eBOro xeyryaodyka

'l — rpaaueHT AaBieHUs

nIKMIT — aunataiimoHHast CTaausi TUIepTpopruIecKom
KapAMOMUOTIATHH

JHK — ne30KcupruOOHYKIEMHOBas KMUCI0Ta

EOK, ESC — EBporieiickoe 00I1IeCTBO KapInOJIOToB
KHP — xenyno4ykoBble HapylIEHUS] pUuTMa

KT — xenynoukoBasi TaxuKapausi

UATT® — MHrMOUTOPHI AHTMOTEH3MHITPEBpallawIlero GepMeHTa
NBC — umemMnyeckasi 60Jie3Hb cepilia

MK — uckyccTBeHHOE KpOBOOOpallieHne

UK — uMniaHTUpyeMblil KapauoBepTep-aebuopuIsiTop
(KaparosepTep-aeudpUILISATOP UMILUIAHTUPYEMbIiA
OIHOKaMEPHBIIT***; KapanoBepTep-aeduopuLIsaTOp
MMIUIAHTUPYEMBIM IByXKaMEPHBI***; kapauoBepTep-neduopuisarop
UMIUIAHTUPYEMBIiT TpeXKaMepHbIi (OMBEHTPUKYJISIPHBII)***)

WM — uHbapKT Mruokapaa

KAT — xopoHapoaHruorpacdus

KO — KOHEYHO-ANAaCTOTMIYECKIIA 00BEM

KT — kommnbloTepHast Tomorpabust

JIA — nerounas aprepust

JIT — jlerouyHasi runepTeH3us

JI2K — neBblit xenynouex

JITT — neBoe npencepnue

MKIT — Mexckey10uKoBasi Tieperopojika

MK — MuTpasnbHBIi KIanaH

MHO — MexayHapoHOe HOpMaIu30BaHHOE OTHOILIEHUE
MCKT — mynbTucniupaibHast KOMITbIOTEpHAsT TOMOTpadust
MP — mutpanbHas peryprutauusi

MPT — marHuTHO-pe3oHaHCHasi Tomorpadust

OT'KMIT — o6cTpykTrBHAs TUMIEPTpOdUUEcKash KapaIuoOMUOTaTUsI
OKC — ocTpblit KOPOHAPHBI CUHAPOM

IT2K — mipaBblii XKenymgouek

ITHI — no3iHee HaKOIJIEHWE Ia0JMHMIT-ColepKallero
KOHTPACTHOTO BEIECTBa

IMOAK — npsimble OpajibHbIe aHTUKOATYJISIHTbI (MHTMOUTOPBI
TpoMOMHA TIpsIMbIE: JaburaTpaHa aTeKCWIaT** WK Tpsmblie
MHTUOUTOPHI (hakTopa Xa: anukcabaH™*, puBapokcabaH**,
910KcabaH)

IICJ — nepeaHee CUCTOJINYECKOE IBUKEHUE

3T — mo3uTpOHHO-IMUCCUOHHAST TOMOTpadusT

pI'KMII — pecTpuKTUBHBIN (heHOTHUIT TUTIepTPOhUIECKOM
KapIMOMHOITATHH

PKO — Poccuiickoe Kaparoaoruyeckoe oo1ecTBo

POMTI — Poccuiickoe o011ecTBO MEAULIMHCKUX TEHETUKOB

CMD — cenrranbHast MuoakTomMust (A16.10.003.23 MuskTomust

1o Moppoy (Morrow) B yCJIOBUSIX MICKYCCTBEHHOI'O KPOBOOOPALLIEHMS)
TIT — TpeneTanue nipeacepanii

TTP — TpaHCTUPEMHOBBII

TT-9x0oKI' — TpaHcTopakanbHas 3xokapauorpadus

Y1 — ypoBHU TOCTOBEPHOCTH 10KA3aTETbCTB

YO — ynapHblIii 00beM

VVYP — ypoBHU yOenUTEIBHOCTH PEKOMEHIAIINI

OB — dpakuus BbIOpOCA

DK — bubpUIIAIUS KeTyTOUKOB

DK — hyHKIMOHATBHBIN KJIACC

®H — dusuueckas Harpyska

DIT — Gubpuutsiums peacepauit

XM — X0/NTepOBCKOE MOHUTOPUPOBAHKE

XCH — xpoHunyeckasi cepieqHasi HeIOCTATOUHOCTh

YIT-2x0KI' — upecnuieBonHast axokapauorpadust

YCC — gacroTa cepIeuyHbIX COKpaIlleHU

OKI — anexrpokapauorpadust

DKC — 3/1eKTpOKapAUOCTUMYIISITOP, SJEKTPOKAPIAUOCTUMYJISLIUS
DCA — sraHonoBas cenranbHas adaamus (06.EBI'.13.001.006
CnuproBasi cenTaibHasl abialust HIOBACKYISIPHBIM JIOCTYIIOM)
DxoKI" — sxokapauorpacdus

ACC — American College of Cardiology (AMepuKaHcKasi KOJUIET st
KapJIuoJioroB)

ACMG — The American College of Medical Genetics and Genomics
(AMepuKaHCKasi KOJUIerusi MeAULIMHCKON TeHeTUKM)

AHA — American Heart Association (AMeprKaHcKasi acCOLMaLMs Cep/Iiia)
ATTR — TpaHCTUPETUHOBBII aMUJIOUIO3

EACVI — European Association of Cardiovascular Imaging
(EBpomeiickast accouuanusi 1o cepieuHo-COCyINCTON BU3yaTnu3alun)
HCM Risk-SCD — mkana pucka BCC npu ’KMIT

INOCA — ischemia with non-obstructive coronary arteries (ureMust
6e3 00CTPYKIIMK KOPOHAPHBIX apTepHil)

MINOCA — myocardial infarction with non-obstructive coronary
arteries (MHbapKT MUOKapa 6e3 00CTPYKIIMU KOPOHAPHBIX apTepuit)
MOGE’S — knaccudukaumsi KapamoMUonaTuii

NT-proBNP — N-KoHIIeBOII TPOMO3rOBOI1 HATPUITypeTUUECKUIt
MenTUI

NYHA — Heio-Mopkckast accormanus cepaia

SAM-syndrome — systolic anterior motion syndrome (niepeaHe-
CHUCTOJIMYECKOE ABMXEHUE CTBOPOK MUTPAJIBLHOTO KjaraHa)

** — Mperapar BKJIIOYEH B IMEePeYeHb KU3HEHHO HEOOXOIUMBIX

M BaXKHEHIINX JIEKAPCTBEHHBIX MperapaToB; *** — MeaMIIMHCKOe
u3/eue, UMIUIAHTHPYEMOE MPU OKa3aHUU MEAMIIMHCKOI MOMOILN
B paMKax MpOTrpaMMbl TOCYIApPCTBEHHBIX TAPAHTUI OECIIIaTHOTO
OKa3aHMs rpaxkiaHaM MEIULIMHCKON MTOMOIIIU.
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TepMuHbI U onpeaeneHns

Tneprpoduyeckas kapamomuonarust ('KMIT) — sTo npeumyiecTseH-
HO TeHEeTUYeCKU O0YCIOBIEHHOE 3a00yieBaHNe (CeMeitHbIe U HeceMeli-
Hble GOPMBI), XapaKTepU3YIOLIeecsl eunepmpogueil MUOKapa JIEBOTO
xenynouka (JIZK) (>1,5 ¢cM y B3pOCIIBIX) U/WIKM pexe MPaBoro XKeiy-
nouka (I12K), yamie acuMMeTpUYHOTO XapakTepa 3a CUeT YTOJIIICHUS
MexckenynoukoBoit neperoponku (M2KIT), ¢ubposom u peHomeHOM
"disarray”, KOTOpOe He MOXET OOBSICHATHCS MCKIIIOUNTENIBHO MOBBIIIIE-
HHMEM Harpy3KW IaBlieHWEM W BO3HUKAIOIIee TPU OTCYTCTBUU IPYTUX
MOTEHLUATBbHO TPUIMHHBIX CUCTEMHBIX, CHHAPOMHBIX WJIM MeTab0I1-
YECKUX 3a00JIeBaHMUIA.

OocTpykTuBHasa runeprpopuyeckas kapauomuonatus (OIKMIT) —
dbopma 'KMII, conpoBoxaatoliasicss HapylieHUeM BHYTpUCEPACYHOI
TeMOIUHAMUKK B BUAE TMPETSATCTBUS CHUCTOJIUYECKOMY M3THAHUIO
u3 JIK u/unm I2XK, 4TO MpUBOAUT K YBEJMUYEHHUIO I'paaueHTa daB-
snenus () B BoixogHoM Tpakrte JIK n/unu 12K (BTJIK; BTITXK).
O6crpykTuBHOi hopmoit Takke siisiercst [ KMIT co cpemnexenymnou-
KOBOI OOCTpYKLIME.

T'KMII-denorun — runeprpodus JIZK (IT12K) ¢ TonumHoit creHKu
>1,5 cM B 01HOM UM OoJiee CerMeHTax, KOTopasi MOXKET ObITb 00YCJIOB-
JieHa pasanyHbiMu ipuurHamu. TKMIT-dgenorun = FTKMII.

Cyoxmmnnyeckas cragus TKMII — stan B pa3Butuu 3a6oseBaHust, Ipu
KOTOPOM HET KIMHUYECKON CUMIITOMATUKU, XapakTepHoi nist TKMII.

Horuneprpopuyeckas cragua 'KMII — stan B pa3Butuu 3abose-
BaHUs, TP KOTOPOM OTCYTCTBYIOT MPU3HAKHU TUINEPTPOGUU MUO-
Kapjaa, omnpejelisieMble C MOMOLIbIO BU3YaJU3UPYIOLIUX METOIOB.
Jlocunepmpoguueckan cmadus ve sxsuBaneHTHa I'KMII eenomun(+)/
enomun(-).

Tenorun(+)/denorun(-) — HOCUTETM TEHETUYECKOTO BapraHTa BbICO-
KOTO Kjlacca maToreHHOCTH: V (maToreHHbIi) unu IV (BeposTHO maTo-
TeHHbI1), accouuupoBaHHoro ¢ [KMII.

Buesannas cepneunas cmepts (BCC) — HeHacuiIbCTBeHHAst, 00YCIIOB-
JIeHHas1 3a00JeBaHUSIMU CepJIlia CMEPTh, MaHU(ECTUpPYIOLIasl BHe3aI-
HOI1 moTepeii CO3HaHUsI B TEYEHUE MEPBOTO Yyaca C MOMEHTa IMOsIBIIE-
HMUSI OCTPBIX CUMIITOMOB.

Crparudukamus pucka BCC — onpezesieHre He3aBUCUMBbIX MPEIUKTO-
POB, ONpeAesIoINX BeposiTHOCTh pucka BCC.

Ilepeane-cucToinyeckoe IBHKEHHE CTBOPOK MUTPAJIbHOrO KIamaHa
(MK) — nBuxenue ctBopok MK B cucrony k M2XKII BrioTh 10 Ka-
caHusl (MUTPAJTbHO-CENTANIbHBINM KOHTAKT), YYacTBYIOIIee B cO3la-
Hun obctpykimu BTJIZK. AHrnosi3eraHblll TepMUH — systolic anterior
motion syndrome (SAM-syndrome).

Bazaabnas ooctpykuusa (ooctpykuus B BTJIZK) — npenstcTBue Ha
yposHe BTJIZK cuctonuueckomy usrHaHuio us JIK.

Cpennexeny104koBasi 00CTPYKIHS — TMPETSITCTBUE CHCTOIMYECKOMY
KPOBOTOKY B cpefaHeit yactu nojoctu JIZK, Ha ypoBHE CpeIMHHBIX Cer-
meHTOoB JIK.

JlarenTHas oOCTpyKuMsa — remonnHamuueckass ¢gopma OTKMII, npu
KOTOPOIi MPENsSTCTBUE CUCTONNYECKOMY M3rHaHuio u3 JIZK BozHuKaet
TOJIbKO TIPM HArpy3Ke WJIN MTPOBOKAIMOHHBIX MTPOOAaX.

"Knaccnyecknii penorun” T'KMIT — MophobyHKIIMOHATBHBIN (HeHOTHIT
T'KMII, pu koTopoMm couetatorcst acummerpudHas [JIK (runieprpodust
MIKIT), ymeHblieHHbI pa3mep nosnocty JIZK u obcrpykumst BTIIK.

HeratnBnoe pemoneaupoBanue (aHri. adverse remodeling) — duHaIb-
Hasl CTaausl adalTUBHBIX U [e3aANTUBHBIX U3MEHEHUI B TOPAXKEHHOM
oprane. IIpu 3tom K ocHoBHOMY ['KMII-(heHOTHITY TTpUCOEAUHSIETCS
JIOTIOJTHUTENTbHBINA (DEHOTUIT — IUIATALIMOHHBIA MM PECTPUKTUBHBIN,
obo3Havyaemble kaK "munaranumoHHas ctagust [KMIT" (alKMIT) nan
"TKMII ¢ pecrpukruBHbIM heHoTunom” (pI'’KMIT), cooTBETCTBEHHO.

CenrtanbHas Muodkromus (CMDBD) — orepalius pe3eKiiuu MUOKapaa
MXIT (A16.10.003.23 Muskromust mo Moppoy (Morrow) B YCIOBUSIX
HUCcKyccTBeHHOTO KpoBoobOpaieHus (MK))

Penykuus MZKII — xupyprudeckoe (A16.10.003.23 MuskroMust 1Mo
Moppoy (Morrow) B yciosusix MK) nnm sHmoBackynsspHoe (3TaHOJIO-
Bag cenrajibHas adiaauus (DCA)) BO3AeCTBUE M0 YMEHBIICHUIO TOJ-
mrHbl M2KITT.

CekBeHupoBanue HoBoro nokoyennst — (NGS, MaccoBoe mapaieb-
HOE CEKBEHUPOBAHUE) TEXHOJIOTUSI BHICOKOTOYHOIO OXHOBPEMEHHOIO
OIpeIesIeHUs! MOCIe10BaTEIbHOCTH.

®enomen "disarray” — GecTiOpsITOYHOE PACTIONOXEHUE KapAUOMUOIIN-
TOB U MBILIEYHBIX BOJIOKOH.

Tenorun-nosurusHbiii (G+) namment ¢ 'KMII — 310 manueHr, y Ko-
TOPOro B reHax, oTBeTcTBeHHBIX 32 [ KMII, BbisiBieH XOTs1 OBl OOUH
(wn Gojiee) reHeTUYECKUI BapMaHT BBICOKMX KJIacCOB MAaTOTEeHHOCTH:
V (naroreHHblit) uau IV (BeposSTHO MaTOTeHHBbIIT), COTIACHO KpUTe-
pUsIM MMAaTOTEHHOCTH, pa3paboTaHHbIM Poccuiickum 0011ecTBOM Me-
IUUMHCKUX reHeTukKoB (POMI) u/unm AMepuKaHCKOW KoJlIeruei
MenuiuHcKoi renetnku (ACMG).

Tenotun-neratusublii (G-) manpent ¢ TKMIT — 310 mauueHT, y KOTOpo-
ro B reHax, orBercTBeHHbIX 32 [KMII, He ObUI0 BBISIBIEHO HU OIHOTO
TeHeTUIEeCKOTO BapHaHTa BBHICOKMX KJIACCOB MATOTeHHOCTH: V (IaTo-
reHHblii) uan [V (BeposSITHO MaTOreHHbI), COracHO KPUTEPUSIM Ma-
TOTeHHOCTH, pa3pabotanHbiM POMI u/umn ACMG.

YpoBeHb 0cTOBEpHOCTH J0Ka3areabeTs (Y1) — cTeneHb yBepeHHOCTH
B TOM, YTO HaieHHbII d(PheKT OT NpUMEHEHUs] MEAULIMHCKOTO BMe-
IATEIbCTBA SIBJISIETCS] UCTUHHBIM.

‘Yposenb yoenureabHocTn pekomennaummii (YYP) — cTeneHb yBepeHHO-
CTU B JOCTOBepHOCTH d(heKTa BMEIIaTeIbcTBA U B TOM, UTO CJIEI0-
BaHME PEKOMEHIAIMSIM TPUHECET OOJIbIle MOJIb3bI, YeM Bpe/ia B KOH-
KPETHOW CUTYallUu.

®enokonus 'KMII — 3aboneBanue, GeHOTUNTUYECKU TOXOXKee Ha
T'KMII 1o maHHBIM PYTMHHBIX METOIOB MCCIEIOBaHUS (3JIEKTpOKap-
nuorpadumn (DKT'), saxokapaunorpaduu (OxoKI')), HO ominyaloieecs
WHBIM 3TUOTIATOTEHE30M M BO3MOXHOCTHIO THOTATOTCHETHUECKOM
Tepanuu 1Jisl OTACTbHBIX HO30JOTHIA.

Pabouas rpynna no pa3padoTke/aKTyaM3aniy KJIMHUYECKUX PEKOMEHIa-
Ml — KOJIIEKTHB CIEIMAIICTOB, PabOTAIOIIMX COBMECTHO U COIIACO-
BAHO B LIeJISIX Pa3pabOTKU/aKTyaln3alii KIMHUYECKUX PEKOMEH Al it
M HeCylIMX OOIIYI0 OTBETCTBEHHOCTD 3a Pe3y/bTaThl JaHHON paboThHI.
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1. Kpatkas nidopmaums no 3abonesaHuio nuim
COCTOSIHMIO (rpynmne 3a0osieBaHuiA UM COCTOSHMIA)
1.1. OnpepeneHue 3aboneBaHns UM COCTOSHUS
(rpynnbi 3a6oneBaHuUit UM COCTOSHUIA)

I'KMII — 3T0 nperuMylIecCTBEHHO TeHETUYEeCKU 00y~
CNIOBJIEHHOE 3a0osieBaHUe (CeMeiHbIe U HeCceMEWHBIC
dopmer), xapakTepusytomeecst IJI2K (>1,5 cMm y B3poc-
nbix) u/vnum pexe 1K, yaie acuMMeTpuaHOTO XapakTe-
pa 3a cuet yronmeHus:t M2KII, ¢pubpozom u peHoMeHOM
"disarray”, KOTOpo¢ HE MOXET OOBSICHSITHCS MCKITIOUIM-
TEJTHHO TOBBIIIEHUEM HATrPy3KU JaBICHUEM W BO3HMKA-
olee TIPU OTCYTCTBUU APYTUX MOTEHIWAIBbHO TTPUYNH-
HBIX CUCTEMHBIX, CUHIPOMHBIX MU METa0OJIMIEeCKUX
3a00J1€BaHUIA.

Kommentapuu. Obwenpunsmoil kaaccugukayuu pas-
AuuHblx smuonoeuyeckux gopm T'KMII nem.

B pexomendayusx AHA/ACC (2020) noo T KMII nonuma-
romces capkomepuvie T'KMII, aubo eenomun-ompuyamenvhoie
navyuenmst ¢ max Hasvieaemvim ITKMII-penomunom (moan-
wuna muokapoa JIK > 15 mm — kpumepuii TKMI1 y npoban-
da), Ho npu smom I71K ne obycroeaena dpyeum cepoeuroim,
cucmemubim uau memaboauueckum 3aboneearuem (FKMII-
genomun = I'KMII). CoomeemcmeenHo, memaboaruyeckue
u myavmuopeantuvie cunopomst (RAS-namuu, mumoxondpu-
anbHble MUONAMUL, 2AUKOLEHO3bl/AU30COMANbHbIE DOAe3HU
HAaKONAeHUsl, aMuaoudo3, capKoudos, 2eMoxpomamos) He no-
nadarom 6 pyopuxy T'KMII. Dmu 6one3Hu uacmo Hazvliearom
"thenoxonusmu” uau cunopomuvimu 'KMII [1, 2].

Ilpu emopom nooxode, komopewiii pazdeasiom esponeil-
ckue kapouonoeu (Eeponeiickoe obujecmeo Kapouonoeos,
FEOK) u amepukanckue neduampst (the American Heart
Association Council on Cardiovascular Disease in the Young)
x TKMII omuocumcs 6oavuias epynna 3a004e6auuil, npu
rxomopuix evisieasemes: TKMIT-penomun (172K ¢ moawunoi
cmenku > 15 mm y 83pocavix unu >2 Z-oyeHok y demeil), npu
amom oeosapusaemcs, umo maxas cmenetnv 171K ne o0y-
CA0BACHA UCKAIOHUMENbHO YCA08UAMU Haepy3ku Ha JIK.

B pexomendauyusx EOK (2014) npusedensr 8 smuono-
euyeckux nodepynn 3abonsesanus: capkomeprvie TKMII,
Memaboauyeckue, MUMOXOHOPUANbHblE KaAPOUOMUORAMUU
(KMII), Heiipombiuieunvie 604e3HU, CUHOPOMBL MAAbGOPMA-
yuu u RAS-namuu, unguibmpamugHsie/80cnaiumenbHole
bonesHu muokapoa, 3HOOKPUHHbIE HAPYUWIEHUS, a MAKice
TKMII, pazeuswancs nocire npumereHus AeKapCcmeeHHblX
npenapamos [3-6].

To ecmb 6ce mak Hasvieaemvie cunopomtuvie I'KMIT
(mepmuH 4auwje UCHOAB3YEMbLI Yy NAYUEHMO8 0emCK020
sospacma) u "thenoxonuu" (mepmuH uauie UCnONbIYEMbLI
y 83pocavix nauyuenmos) cuumaromes kax "TKMII, umero-
wue cneyuguueckyro nputuny”.

Bospacm manugecmayuu kaunuueckux nposéieHuil —
8QJICHASL OeMePMUHAHMA NPOCHO3A U IMUOA02UMECKOll npU-
naoaexncnocmu I'KMII-penomuna. Hanpumep, 'KMII,
duaenocmupyemblii 8 60o3pacme 00 00HO20 2004, C853AH
¢ XyOwum npocHO30M U HepeodKo 8bl36aH HACAEOCMBEEHHbIMU
Hapywenuamy memabdoauzma (601e3Hu HAKONAEHUs. 2AUKO-

2eHa, AU30CoManbhble 00Ne3HU HAKONACHUS) UAU MYAbHIU-
OP2aHHBIMU BPONCOCHHBIMU CUHOPOMAMU U NOPOKAMU pPA3-
eumusi, makumu kax RAS-namuu [7-9].

Amuonoeuveckumu npuuunamu I'KMII-gpenomuna
Y Oemeil Moeym Oblmb HEPEHO-MblUleUHble U MUMOXOHOPU -
anvHole 3a001€8aHUsL, KOMOPble 20pa300 pejice GblABAIOMCS
¥ 83pocavix nayuenmos [9-12].

Hanuuue 2-x kapOunaavbHo pazau4aroujuxcs nooxo00e
gHOCUM ONpPedeNeHHYI0 MePMUHON02UYECKYIO NYMAHULY
u 3ampyoHsem anaru3 0aHHbIX, a MaKdice Inudemuosoeuye-
cKue, duazHocmuteckue U OpeaHu3ayUoHHble MEePONPUIIMUSL.

B nHacmosiwuii Mmomenm 8 MeKyujux omevecmeeHHblX
KAUHUYECKUX DeKOMEeHOAuUsX (heHoKOnuu u cuHopoManb-
Hole ghopmbl He omuocames k nowsmuro TKMII. Kpamkoe
UX onucamue NPUBOOUMCS C Ueablo 00pamums 8HUMAHUE
8paueil Ha HeoOXO0UMOCMb UX UOeHMUpUKAYUY U nposede-
HUs JughgepenyuarbHoeo duacHosa.

1.2. dTnonorusa n natoreHes 3aboneBaHuUsa Unm
cocTOsIHMS (rpynnbl 3a0051eBaHNIA UM COCTOSIHUIA)

Otnoaorua 'KMII

B 1990-x rogax XXB Obl/Ia BEIIBUHYTA TCOPUST MOHO-
reHHoro npoucxoxnaeHuss 'KMII, T.e. nonyiieHue, 4To
COIMHCTBEHHOTO MOJICKYJISIPHOTO COOBITHSI TOCTATOYHO
IIJIT pa3BUTHS 3a0oeBanus [13].

ITo Mepe HaKOIUICHMST JAaHHBIX OKa3aJ0Ch, YTO IIPH-
OMM3UTEIHFHO B TIOJIOBUHE CIyJYacB 3a00JIcBaHUE pa3BU-
BaeTCs B pe3yJIbTaTe HOCUTEJIBCTBA ITATOTCHHBIX M BeE-
POSITHO TIaTOT€HHBIX BApMAHTOB B T€HAX, KOIMPYIOIINX
capKOMepHbIe OeTKM KapauoMuouuTos [1, 14-17].

Okoj10 60% MmauKeHTOB MMEIOT OTSTOLIEHHYIO Ce-
MCUHYIO MCTOPHIO — XOTSI OBl OMHOTO POICTBEHHMKA
¢ auarHoctupoBaHHoii KMII, a okono 40% sBisiiorcst
nepBbEIMU OOJBHBIMU B ceMbe [1].

B cemeitnbix ciydasx y 70-75% mpoGaHIoB B po-
MOCTIOBHOM TIPOCIIEIKMBACTCSI ayTOCOMHO-TOMUHAHTHBIA
THUIT HACJICIOBaHMS, Ha JOTIO0 ayTOCOMHO-PEICCCUBHBIX
M CLEIUIEHHBIX ¢ IMojoM dhopM npuxoautcs ~15% ciy-
gaeB [3].

I'KMII siBnsieTcst 3a00yieBaHMEM C BBIpaXKEHHOI aHa-
TOMUYECKOU, KIMHUYECKOU U TEHETUYECKOU reTepo-
renHocThio. [KMIT MoxeT MaHudecTupoBaTh B JIIOOOM
Bo3pacrte. CpenHuii Bo3pacT MaHU(eCcTallun 3a00JIeBa-
HUS Y B3pOCIBIX cocTaBisteT ~40 met [18].

He6ror 'KMII B neTckoM M MOAPOCTKOBOM BO3pac-
Te, a TAKXKE Y MOJIOIBIX B3POCIHIBIX YAaCTO acCOIMMPOBAH
c ceMeiHol (opMoii 3a00jieBaHUS U 00Jiee TSKEIbIM
TeueHueM [3, 9, 19-25].

Bonpirasg gacTe M3BECTHBIX MYTallMil JIOKAJIM30-
BaHa B reHax, KOAUpYloux 0eJku Tojacteix (MYH?7,
MYBPC3) n toukux (TPM1, TNNT2, TNNI3, MYL2,
MYL3, ACTCI) muodpuaaMeHTOB CTPYKTYPHI capKoMepa
[1, 3, 16].

ITonck myranmii B 8§ reHaX ¢ ITOKa3aHHOM maTore-
HeTuyeckoil posbio B paszputuu ['KMII no3BosieT BbI-
SIBUTb NIPUYMHHbBIE TeHETUYeCKue BapuaHThl y 60-85%
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TIePBUYHBIX TTALIMEHTOB B 3aBUCUMOCTH OT MCCIICIYCMOM
koroptsl [1, 3, 16, 19-24].

Ha nonto mpuYMHHBIX BapuaHTOB B reHax MYH7
u MYBPC3 ipuxomouTcs OKOJIO TTOJIOBUHBI BCEX CIIyda-
€B TeHOTHUIT-TTIO3UTUBHBIX rpobangoB ¢ [KMII [1, 3, 16,
19-24, 26-29].

B OompImMHCTBE CiTydaeB MPUYMHHBIC BapHAHTHI, ac-
couunpoBaHHbie ¢ 'KMII, npencraBiasiioT coboii yHU-
KaJbHBIC 3aMCHBI, OIMMCAaHHBIC OMHOKPATHO MM BCETO
IIJIST HECKOJIBKUX ciIydaeB. YacToTa Kaxmoil Takoil 3aMme-
HBI cpeau Bcex reHetndyeckux npuynH ['KMII He npe-
Bbiraet 1% [11, 30, 31].

VY yactu nmanmeHToB (5-7% mpobGaHmoB) 3a00IeBaHLe
MOKET pa3BUBAThCSI Ha (POHE HOCUTEIHCTBA HECKOIBKIX
(2, 3) TTaTOTeHHBIX 1 BEPOSITHO-TIATOTCHHBIX BAPUAHTOB.
HaubGosiee yacto BcTpeyaloTcss KOMOMHALMKU MyTaluid
B IeHaX, KOIMUPYIOIINX CapKOMepHBIe OelKu. B aToM
cirygae 3a0oJieBaHME XapaKTepH3yeTcsl 0oyiee paHHUM
Ie0rTOM (JacTo B IETCKOM BO3pacTe), OOdbIIeit cTe-
neHbio runeprpodpun M2KII u 6oee BHICOKUM PUCKOM
pasButus cunapoma BCC [3, 20, 25, 32-35].

BCC npu 'KMII Bo3MOXHA 1 TIpA OTCYTCTBUU 3HA-
yumoit ['JIK, momoOHbIe ciiyyan HauboJliee 4acTo acco-
LIMUPOBAHBI ¢ MyTAIUSIMU B TeHe TportoHnHa T (TNNT2)
[29, 36, 37].

I[ToMuMO BBHITIIETIEPEUNCICHHBIX 8§ CapKOMEPHBIX Te-
HOB K HACTOSIIIIEMY BPeMEHU oIrcaHbl O0ojiee 40 TeHOB,
KOIMPYIOIINX Kak capkomepHbie (TTN, MYH6, ACNT2,
TNNCI wn T.1.), TaK 1 HeCapKOMEpHBIE OCJIKM MHOKap-
ma (CSRP3, FHLI, PLN, FLNC u 1.1.), B KOTOPBIX OBLIH
BBISIBJICHBI pPeIKNe TCHETUICCKIE BapUAHTBI, IIPEIIIOI0-
KUTENbHO acconumpoBanuble ¢ [KMIT [16].

OmHako ypoBeHb J0Ka3aTeIbHOCTH JIJIT OOJTBIITMHCTBA
STHUX TeHOB ocTaétcss HeBbICOKMM [38]. B 20191 mexmy-
HapomHas 3KcIepTHas rpynia KoHcopumyma ClinGen
IIpoBeJla aHaJIM3 JO0Ka3aTeIbHOCTH IPUIMHHON B3aul-
MOCBSI3U PEIKNX HaXOMOK B 33 OIMMCAHHBIX TeHAX C pa3-
sutuem TKMIT'. Tonbko mist 8 renos (MYBPC3, MYH?7,
TNNT2, TNNI3, TPM1, ACTCI, MYL2, MYL3) nipu-
YMHHBIA XapaKTep MYTalluii OBUT OIICHEH KaK yCmaHo8-
nennviil (definitive), mrs 3 reroB (CSRP3, TNNC1, JPH2)
MIPUYMHHOCTD MMeJIa cpedruil YPOBEHD JOKA3aTeIbHOCTU
(moderate), a IJIsT OCTAIBHBIX TEHOB TOKA3aTeIbBHOCTD MX
ponu B maroreHe3e I'KMII 0bm1a oepanuuennoii (limited)
uiau oTcyrcrBoBaia [39, 40].

I1pu cekBeHUPOBAHUU BCETO FTeHOMa ObLIIO OOHApYXKe-
Ho, uT0 20% ciyyaeB ¢ 'KMII 6e3 u3BecTHOI MyTaluu
B TeHE capKoMmepa CBS3aHO C IAaTOJOTMICCKUMU BapH-
aHTaMU B HEKOIMPYIOIINX O0JIACTSIX WM B TeHaX, paHee
HEe MACHTU(OUIMPOBAHHBIX KaK CBI3aHHBIX C KIIMHMYC-
ckuMm peHotunoMm 'KMII. AHanu3 MHTPOHHBIX 00JIacTel
Ha ocHOBe WGS T103BOJISICT BBISIBUTH TTATOTCHHBIIN Bapy-
aHrt eute y 9% nauueHtoB ¢ cemeitnoin TKMIT [23, 41].

' Hypertrophic Cardiomyopathy Gene Curation Expert Panel — ClinGen | Clinical
Genome Resource. https://clinicalgenome.org/affiliation/40008,.

C mpyroit cTOpOHHI, BEIIBICHUE BapuaHTOB IV 1 V
KJIaCCOB ITATOTeHHOCTH Y WICHOB CEMbH, KOTOPEIE HE CO-
OTBETCTBYIOT KIIMHUYECKUM ITHUATHOCTUUCCKUM KPUTE-
pusm 'KMII, makxace siBasieTcss pacnpocTpaHEHHbBIM
saBieHneM. JlaHHOe 0OCTOSITeIbCTBO ITO3BOJISICT BHICKA-
3aTh IIPEATIONIOXEHNE, YTO MEXaHMU3MEBI, OTBETCTBCHHBIC
3a (peHOTUTIMYECCKIE TIPOSBICHUS 3a00IeBaHNS, 3aBUCSIT
HE TOJIbKO OT MPUYMHHBIX MYTAallAil B TeHaX OEJIKOB cap-
Komepa. [laToreHe3 BO MHOTOM MOXKET OIIPEACIISITHCS
HaJIMIrMeM KOMOWHAIIMK APYTMX TeHCTUICCKUX BapraH-
TOB, KOTOpBIC JTU00 KOMIICHCHPYIOT, THOO CIIOCOOCTBY-
10T He(AazonpuUsIMHbIM ROCACOCMBUAM MYyMAUUU, a TAKKe
HETCHeTHICCKUMHU TIPUINHAMEU WIN (aKTOpaMU OKpY-
XKaromeit cpens [23].

HabntoneHue 3a B3pocbIMU YJeHAMU CEMbU MPOOaH-
Ja I0Ka3ajio, YTO TOJbKO Y 10% reHOTUII-IIO3UTUBHBIX
MallieHTOB pPa3BHBAeTCSI KIMHHYECKUN (DEHOTUII
T'KMII, nipu 3TOM y NMOAABISIONIEr0 OOJBIIMHCTBA U3
HUX — B IOXWIOM Bo3pacTe. M, HaKoHeI, HEIb3s UT-
HOpHMPOBATh XOPOILO U3BECTHBIN (akT, yto y 50% mna-
IUEHTOB C YCTAHOBJICHHBIM KIMHHUYCCKUM IHATHO30M
T'KMII He BBISIBASIOT MyTallMil B TeHaX, KOAUPYIOIINUX
BBIPAOOTKY COKPATUTEIILHBIX 0€JIKOB, KJIACCU(DUILINPYE-
MBIX KaK MaTOTeHHBIC WJIM BEPOSITHO IMaToTeHHBIC [11,
17, 42].

ITo naHHBIM BU3YaTU3UPYIOLIUX METOJIOB € Mol Ko-
20pme nayuenmos NNpoJeMOHCTPUpPOBaHA 3HAUYUMO OoJiee
BBICOKAsI 9aCTOTa BBISIBIICHUSI CUCTOJINUECKOTO IBIKE-
HUS nepenHeil ctBopku MK B codeTaHnm ¢ mmHAMIYC-
ckoit ooctpykuueii B BTJIK (52%) 1 HaamuuneM KajbLu-
Ho3a konbia MK (27%) [17, 43].

IMauments ¢ TKMII, BxirouerHbIe B peructp EORP
(EurObservational Research Program), mMerOT BBICOKYIO
pacIpoCcTpaHEHHOCTh CEPIEUYHO-COCYIUCTHIX (PaKTOPOB
pUCKa, CPaBHUMYIO C JAaHHBIMU B OOILEl eBpOIeiCKOMI
nonyasauuu. [Mauuentel ¢ TKMII B coueTaHum ¢ apre-
puanpHOU TUNepTeH3uel (Al) 1 OXUpeHUEeM XapaKTe-
pU30BaINCh OOJiee CTapIIMM BO3pacTOM, HeCeMEHHOM
dopmoit 'KMII, Gosee BHICOKMM KJIacCOM XPOHUYE-
ckoit cepaeuHoit HemoctatouHocTH (XCH) mo NYHA
¥ OOJIBIIEH CTETICHBIO BBIPAXKCHHOCTU OUACTOINICCKOU
muchyuakmmn JIK [43-52].

Pe3ynbraTel IMMOJTHOTEHOMHOTO CEKBEHMPOBAHUS I10-
Kazanu, yto y nauueHtoB ¢ [ KMII 6e3 Al" Obu10 GoJtbliie
WICHTU(PUIIMPOBAHO IMATOTCHHBIX BAPMAHTOB, B TO BpE-
Ms kak y nauueHToB ¢ 'KMIT u AT yamie BcTpeuanuch
BapuaHTHl HEOMPeIeIeHHON KIMHUYECKONM 3HAUMMOCTH
(64% vs 24%, P<0,05) [53].

B Hekotopbix Koroprax a0 40% mnauueHTOB ¢ "Kjac-
cuyeckoit" TKMII He MMeI0T HM ceMeiHOTO aHaMHe-
3a 3a00JIeBaHUSI, HU IMATOICHHON MyTalluM capKoMe-
pa. ManoBeposATHBIM makice agiaemcsa mo, 4mo OyayT
NIeHTU(GUIINPOBAHBI HOBBIC BapMAHTHI TEHOB, KOIMPY-
IOIIUX COKpPATUTENbHBIC OCIKW WJIM BapUAHTBI APYTUX
TCHOB, KOTOPBIC ITOATBEPISIT MOHOTCHHYIO STHOJIOTHIO
s moarpymmel "Hecemeitnoit TKMIT" [17, 54].
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OOcyxmaeTcs TUIIOTe3a MHOTO(aKTOPHOIO TeHe3a
I'KMII [16, 17, 23, 54-57].

Moaexyaspublii natorede3 I'KMII

IMpuunnoii 'KMII HanbGosnee yacTto SABASIIOTCS MY-
TallMM B TeHaX, KOOMPYIOIINX COKPATUTEIIbHBIC OCIKU
MHoOKapaa. B ocHOBe MOJIEKyIIpHOTO IMaTOTeHe3a TaKMX
BapuaHToB ' KMII yacTo jexxut HapylleHUe KaableBOTO
TOMEOCTa3a 1 MOBHIIIICHNE YyBCTBUTEILHOCTH MUODIIIA-
MEHTOB K MOHAM KaJIbIIsI. DTO MPOSBISICTCS B YCHJICHUN
CUJIBI COKpAIICHUSI capKoMepa B CHCTOIY, CHIKCHUU
CTEIIeHU ero paccjaablieHUs] B TMACTONy Ha (hOHE TOBBI-
IIEHHOU ITOTpeOHOCTEeHl KapaAMOMUOIINTA B aleHO3MH-
TprdOoCcHOPHOU KHUCIOTE, YTO BJICUECT HAPYIICHNE BHY-
TPUKJICTOUYHBIX CUTHAIBHBIX TIPOIICCCOB 1 PEAKTUBAIIIIO
KOMITEHCATOPHBIX SMOPMOHAIBHBIX ITPOTPaMM TUIIEPTPO-
¢uueckoro pocra [39, 58].

Ha ypoBHe KapAMOMHOLNTOB IaHHBIE MPOILECCHI
MIPUBOIAT K ITOBBIIICHWIO CHMHTE3a 3MOPHOHAIBHBIX
dopM capKOMEpHBIX OCIKOB U aKTWUBAIIMM KWHA3HBIX
CUTHAJBHBIX KacKaIoOB, 00ECIECUYNBAIOIINX ITPOIIECCHI
COOCTBEHHO THUIIEPTPOPUN KapaANOMUOIINTOB, a TaKXKe
K YCUJICHUIO BHEKJICTOYHBIX CUTHAJIBHBIX CHCTEM, Ha-
MpaBJICHHBIX Ha rpoaudepanuio pudpood1acToB, TpaHC-
dopmanu ¢pudbpobaacToB B MUopUOpOOIACTH U AUC-
bayaHc B cucTeMe KoJutareHoamsa [39, 58, 59].

Ha rucTtomornyeckoM ypoBHE OTpakeHUEM IIPSIMOTO
JecTBUS "TIPUUYNMHHOTO" TeHETUYECKOTO BapraHTa U MO-
JICKYJISIPHOTO TIaTOTeHE3a SBIISACTCS TUCKOMILICKCAIIUS
KapaIUOMUOIINTOB M MBIIICYHBIX BOJOKOH — (heHOMEH
"disarray", a Takxke hmuOpO3 pa3HON CTEIICHM BHIpaXKeH-
Hoctu |3, 20, 39, 59-65].

OTnonorus u naroreHe3 enoxommii F'KMIIT

DTOT pasnen BHECCH B KIIMHUYECKNEC PEKOMEHIAIIUN
mo 'KMIT (2023) ¢ menpio 0OpaTUTh BHUMaHUE Bpadeid
Ha HEOOXOOMMOCTDH IpoBeneHUs auddepeHINATbHO-
ro aguarHo3a 'KMII ¢ ¢eHOKONMUSIMU U CUHAPOMHBIMU
dopmamu 'KMII, y KOTOpBIX IIpU BU3yaJIn3alluU Bbl-
apngerca KMII-penotnn. @enokormuss 'KMIT ato
3abosieBaHne MO MOpGOGYHKIIMOHATBEHOMY (PEHOTHUITY
noxoxee Ha 'KMII no naHHbIM pyTUHHBIX METOJOB UC-
cnegoBanmsa (DKI, DxoKI'), HO oTnnyaiomeecs UHBIM
STHOMATOTEHE30M M BO3MOXXHOCTBIO 3THOIIATOTCHETIIC -
CKOM Tepamuu IjIs OTACTbHBIX HO30JIOTHIA.

Eme pa3 HeoOXoOMMO MOTYEPKHYTh, UYTO B COOTBET-
cTtBUe ¢ Tekymiel kimaccudmkanueir [KMIT EOK man-
Hble hopMbl oTHOCATCS K moHgaTuio 'KMII. OnHako
B paMKax TEKYIIel BEPCUM OTCYCCTBEHHBIX PeKOMEHIA-
I paccMaTPUBAIOTCS B KaUeCTBE OTHEIBHOM TPYIIIIHI
1 BbIHECEHBI 3a paMku roHsaTust [T KMIT [66].

HaubGosee yacto BcTpevarommecss (PeHOKOMUU
I'KMII 1 ux MoneKkyasipHbli TaToreHe3 MpeacTaBieHbl
B Tabnuue 1, Mpunoxenue A3? [67-76].

2 European Reference Networks in the Field of Rare Diseases: State of the Art

and Future Directions. Third Report. http://www.eucerd.eu/?post_
type=document&p=1204.

Ilarorene3 cumnToMoB 1 cunapomoB I'KMIIT

ITatorene3 'KMII Ha opraHHOM YypOBHE 3aKJIIO-
YaeTcsd B COBOKYIMHOCTU HECKOJIBKHMX CHHIPOMOB: 00-
crpykuuu BTJIK, vieMun Mmuokapaa, CUCTOJIMYECKOMN
n auactoinmdeckoi muchyHkmum JIZK, apurmMudeckomM
cuaapome, XCH, merounoit runeprersuu (JII), hpopmu-
pPOBaHMU BEpXYIICYHOUN aHeBpU3MBI JIZK, aBTOHOMHOI
IUCHYHKIMT Cepalia.

Cunnpom odcrpykmu BTJI2K

B cozpanuu obctpykiiu BTJIZK yyacTByIOT CTpyKTYp-
Hble, KUHETUYECKHE U reomerpuueckue (axkropsl [77].

1. CrpyKTypHBIC aHOMAJIAMN:

a. cyxenue BTJIK runeprpoduposanHoii M2KII
(ymeHblieHue creneHu ooctpykuuu BTJI2K mocie muo-
sktoMun/DCA 00yCIOBICHO BO3HCHCTBHMEM Ha 3TOT
Gbaxrop);

b. SAM-cuHIpoM (TIepeIHe-CUCTOIMIECKOEe IBIKE-
Hue ctBopok MK);

C. yMeHblIeHHas noJjocthb JIXK;

d. aHOManVUM MANMMUIIPHBIX MBI (1 IpyTre MajIbie
aHoMasIuu cepaua) (runeptpodus U guciiokamnus, nrooda-
BOYHAS MAIMMILIIpHAS MBIIIIA);

€. aInMKaJIbHO-0a3aIbHbIN MBIIICUYHBIN ITyJIOK.

2. Kunaetnueckme GpaKTOpPbl — TMIIEPCOKPATUMOCTh
JIZK n yckopenue kpoBotoka B BTJLK;

3. TeomeTrpuueckue (HakTOPLI:

a. mepenHee cMemeHrne MK, Touka Koanrammu CTBO-
pok MK cmemiena ommke k M2KIT [78];

b. MajbIif a0pTO-MUTpaIBHBIN yroa (<120°).

UYem Oonbiie (pakTOpoB MMEETCS Y KOHKPETHOIO
malmeHTa, TeM 0oJjiee BBIpaxkeH CHMHIPOM OOCTPYKIIMU
BTJLXK.

SAM-cuHIpoMm (TIepegHee CUCTOINICCKOE IBIDKCHIE
(ITCO) MK) obycoBieH cleaylomnuMnu (HaKTOpaMu:

a) aHoMmaiuu cTBopoKk MK (ymiuHeHUE, M30BITOU-
HOCTbB);

b) HapymeHne KOOpAMHAIIMKA KPOBOTOKA B ITOJIOCTH
JI2K B paHHIOIO CHCTOJTY, B pe3yJIbTaTe 4eT0 Ha CTBOPKU
MK neiictByeT cuna, casuramoias ux B cropony BTJIK
[79, 80];

¢) a”Homanuu xopa MK;

d) MeHBIIIee COOTHOINCHUE IUTMHEI TIepeIHEe 1 3aI-
Hell ctBopok MK (<1,3), TIpu 3TOM ToYKa KoaIlTalluu
ctBopok MK cMmemaercsa knepeau oamxe K BTJIIK
[81-83].

Y manmeHTOoB C TaTEHTHOI OOCTPYKIINEHt TIPOBOIIUPY-
FOIMMM e¢ (paKTOpaMU SIBJISTIOTCS: YBEIMICHUIE COKPATH -
moctu JIZK mipu Harpyske, NpuBOAsIIee K YMEHBIIEHUIO
KOHEYHO-CHUCTOIM4YecKoTo pa3dmepa JIZK u mepemHemy
cmelneHuo MK; yckopenue kpooroka B BTJIK B me-
puomI CHCTONHI, yeyryossmomee SAM-cunapom (ITCH
MK) [84].

VY naumentoB ¢ FKMII mMoxeT ObITh J1abuabHAsT 00-
CTPYKLMSI, XapaKTepU3yIolascs 3HaYUTEeIbHBIMU CIIOH-
TaHHBIMUM KOJIeOaHUSIMU BHYTpuxkeaynoukoBoro I'J1 6e3
BUINMOU TIPUIUHEI [85].
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Kpome obctpykuun BTJIK, y mauuenTos ¢ 'KMII
MOKET HaOIIOOAThCSI CPEIHEKETYIOIKOBAS OOCTPYKIIHSI.
CpemHexerymouykoBass OOCTPYKIIMS pa3BUBacTCs y Ta-
LIUEHTOB ¢ TurepTpodueil cpeanHHbIX cermeHToB M2KI1
1, KaK IPaBUJIO, B COYCTAHNU C THIEPTpOUeil TaImmi-
JIIPHBIX MBI [86-88].

[Ipn xoMOmHUpOBaHHOU TUNepTpodhunm (MKIT +
amnMKaJbHBIC CETMEHTHI) MOXET OBITh 2-ypOBHEBasl 00-
CTPYKIUS (CpeIMHHO-XEIYI0UYKoBass + Ha ypOBHE
BTJIXK) [89].

MurtpajbHasg perypruramus

MutpanbHas peryprutauus (MP) MoxeT OBITE 00y-
CJIOBJICHA KaK BPOXICHHBIMKU aHOManusamMu MK (ymmm-
HEeHME, U30BITOYHOCTh, U3MEHEHNE COOTHOIICHUS TN~
HBI TIepeIHEe U 3amHEei CTBOPOK), TaK U B COUYCTAHUU
¢ nposaricom MK.

®daxTopsl, yuyacTBytonne B MP:

— BpoxjaeHHble aHoMmaauu MK (pacuiernieHue
CTBODPKMU);

— TICIO MK (SAM-cungpom) ¢ ooctpykumeir BTJIZK
(ronrsirmBanme mepeaHei ctBopk MK B oo6macts BTJIK
3a cueT 3(pdekra BeHTypu, 4T0 HapylmaeT KOanTallnio
ctBOopoK MK);

— TIpoJiaric cTBOpoK MK

— W3MEHEHUs IoIKJanaHHoro ammapata MK (me-
pemHee cCMeIleHNe MANMJIISIPHBIX MBIIII, alTUKaIbHOE
CMeIlleHNEe MaNWUISIPHBIX MBI, pa3pbiB Xopn MK
U 1p.);

— npuobpeTeHHble U3MeHeHUss MK (peBmaTuye-
cKue);

— JerecHepaTHUBHBIC M3MEHEHMS cTBOpoK MK ¢ mx
VTOJIICHUEM, B COUCTAHNHN C KaTbIIMTHO30M MUTPATBLHOTO
KOJIbIIA ¥ OTPaHWYCHUEM TTOIBIDKHOCTH 3aIHEIH CTBOPKU
MK (kak MmpaBUjIO B CTapIleil BO3pacTHOI TpyIIIie).

TunuuyHoe HampaBieHue Toka MP, o0GyciioBIeHHOI
SAM-cungpomom (ITC MK) B meBOM IIpeacepIuu
(JITT) — x3amgm m matepanbHo. OTHAKO HEHTPAIbHOE
U TIepeaHee HallpaBieHUEe Toka MP Takke BO3MOXHO,
YTO HE ITO3BOJISICT TI0 HallpaBJIeHUIO ToKa MP menath
BBOII O €€ TIpUpOJIE.

VBeauueHue ToMHbBI cTBOpoK MK 1 aoprajbHOro
knammaHa (AK), coueranne MP 1 HeOOIBIION aopTalb-
HOM perypTUTAli MOXET HaOII0OAAThCS IIPY HEKOTOPHIX
¢enokonusx 'KMII, B yacTHOCTH, TpU KapauaabHOM
ammonno3se. JlaHHOe 0OCTOSITeTbCTBO BasKHO TTOMHUTH
IIpy TIpoBeAcHNN Ou(depeHIINATBHOTO TUarHo03a, 0Co-
OCHHO y MAllMEHTOB CTapIIIeTO Bo3pacTa.

Cunnpom nmemunn Muokapaa JI2K

¥V nauuenrosB ¢ 'KMII npu MHTaKTHBIX KOPOHAPHBIX
apTePUAX MOXET pa3BUBAThLCS MIIeMUS MUoKapaa. B aH-
[JIOSI3BIIHOM JIMTEpaType MCITONb3yIoT TepMuH INOCA
(ischemia and no obstructive coronary artery) [90].

®axTopsl, MPUBOAAIINE K UIIEMUN MHOKapa:

a) OTHOCHUTEIbHAs KOpOHapHas HEIOCTaTOYHOCTh
(YyMeHBIIICHIE pe3epBa KOPOHAPHOTO KPOBOTOKA IIPHU
BBIPAXXEHHOW TUIEePTPOhUN);

b) umemus cy6aHIOKapaAualbHBIX CI0€B MUOKapaa
3a CYCT KOMIIPECCUU MHTPaMypaIbHBIX KOPOHAPHBIX ap-
TEPUIA;

C) TIepUBACKYJISIPHBIN (DUOPO3, TP STOM HMHTpPAMY-
payibHBIC KOPOHAPHBIC apTepry HE MOTYT PAaCIIMPUTHCS
BO BpeMs (pm3mdueckoit Harpy3ku (PH), xorma Bo3pac-
TaeT IMOTPEOHOCTh MUOKApIa B KMCIOPOIE 1 TPEOYeTCs
YBeIMUYCHNE KOPOHAPHOTO KPOBOTOKA;

d) BpokmeHHas IaToJOTHUSI KOPOHAPHBIX apTepuit —
"MHOKapIUaTbHbIC MBIIICYHBIE MOCTUKH' W WHTPAMYy-
pabHOE PacIONOXEeHNE BETBeil KPYITHBIX KOPOHAPHBIX
apTepuii;

€) MOMUMO II€PeUMCIIEHHbIX IpuYKH, y 15-25% mna-
IUEHTOB HAOJIOMAIOT COIYTCTBYIOIINI aTepOCKIIepO3
B SIMKapINATbHBIX KOPOHAPHBIX apTepysiX (B CTapIicit
BO3paCTHOM TPYIIIE MAIlUeHTOB).

Y nanuenTtos ¢ 'KMII u ¢penokormsmu 'KMIT mo-
JKeT pa3BUBaThCSA MH(MapKT MuokKapaa (MMM) kak 2 tuta,
(6e3 arepoTpom6b03a), Tak n 1 Tuma. MaKTOpHl prcKa
paszsutust UM 2 tnma y mamueHToB ¢ [ KMII npencras-
JeHsl B Tabmuie 2, IMpunoxenue A3 [91-106].

Cunapom auchynkmun JI2K

Juacmoauneckas gpynxuus JI2K MOXeT OBITh HapyIIIe-
Ha yXXe y HOCUTEJIel MyTalliM, B TOorunepTpoduueckoi
cragnu 'KMIT [107].

IIpu 'KMII HapylieHMs KacarTcs JABYX OCHOB-
HbIX NETEPMUHAHT AMACTOJUYECKOTO HAIMOJHEHUS
JI2K — aKTMBHOI pejlakcallii U PacTSLKIMOCTH MUOKap-
na. [mmepTtpodust MIOKapaa per se BEI3BIBACT HApYIIICHUE
aKTUBHOTO pacciabiieHus . XaoTHICCKOe PACITOIOXECHUE
COKPATUTEIBHBIX 3JIeMeHTOB (disarray) M WHTEPCTHIIM -
aJbHBIN (HUOPO3 MIPUBOIAT K CHIZKCHUIO TTOTATIMBOCTH
JI2K, 1, KaK clieacTBre, K BO3PACTAHUIO COIPOTUBIICHMUS
HarmmosHeHU0 JI2K 1 TTOBBIIICHUIO ITaBJICHUS HAITOJHE-
Hus. B HavanbHbiX cTagusx 'KMII HapylieHO TOJIbKO
aKTUBHOE pacciabiieHre MUOKapaa, IIpU 3TOM ITaBJICHUE
B JIIT He yBenuyeHo. 1o Mepe nporpeccupoBaHus Tv-
nepTpodun, pa3BuThus (GuOpPo3a, HapacTaHUS CTETICHU
MP, mpucoeanHeHUS UIIEMUW MHOKapaa IHACTOINYe-
CKMe HapyIICHWs HapacTaroT, IPUBOAS K YBEIMICHUIO
nasiaeHnsg B JIIT (COOTBETCTBEHHO, M K YBEIMYCHUIO
KOHEeUHO-auacTojanmdeckoro mapieHus JI2K). Takke BbI-
pakeHHasT TUacTOIM4YecKas TUCOYHKINS MOXKET IIPUBO-
auTh K pa3sutuio JII' y HekoTopbix mauueHToB (JII'y 50%
CHMIITOMHBIX TTarteHToB) [108-111].

Cucmoauueckas gyuxyus JI2K MOXeT OIeHUBATHCS
KaK I10 TTapaMeTpaM COKPaTUMOCTH, TaK U IO 0OBEMHBIM
TTOKAa3aTeIsIM.

InoGanbHas cucroaudeckas gpynkuus JIZK, oneHu-
BaeMas IO ITapaMeTpaM COKPaTUMOCTH, y ITallMeHTOB
¢ 'KMII cBepxHOpMabHasl, YTO BhIpaxkaeTCsl BHICOKOM
dpakuneit Beropoca (OB) JIK. CremyeT yuecThb, 94TO 10~
kaszaresb @B mipu I'J12K 1 manenbkoMm JIZK MozkeT HeKop-
PEKTHO XapaKTepH30BaTh COKPATUMOCTh. PermoHaabHas
cucronmyeckas pynkuus JIK reteporeHHa: TUIIEPTPO-
¢dupoBaHHBIe ceTMeHTHI JIZK THTIOKMHETMYHBI (CHIDKEHA
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CTETICHb CUCTOJMYECKOTO YTOIIICHUS 1 Aedopmaiius),
a HeTUNepTPOPUPOBAaHHBIE CETMEHTH MMCIOT HOPMAaJTh-
HYI0/CBEpXHOPMAIBHYIO COKPATUMOCTb.

OOBECMHBIM ITOKa3aTeJIeM CUCTOJMYECKON (PyHK-
mun JIK sgBasteTca BenmunHa ymapHoro oobema (YO).
IIpu I'KMII n ymensmeraHoMm JIZK (MambIii KOHEYHO-
nuractonmdeckuit 00beM (K1 0)) YO cHmkeH, HeCMOTpS
Ha BeIcOKyI0o @B JIK. Takke cHMXXKeHa BO3MOXKHOCTH
npupocta YO nipu ®OH.

Cucronmmueckas dyukuus JIK, ananusupyemasi mo
CHCTOJINYECKON mecdopMaliiid, MOXET OBITh HapylIeHa
yxe y Hocuteje 'KMII-myramnuu, Ha goruneptpodu-
4yeCcKol cTaauMu.

IIpu mporpeccupoBaHnm 3aboyieBaHUs (HETaTUBHOE
pemonenmpoBaHue, adverse remodeling) B mAIaTallMOHHON
CTamny HaOMIOOaeTCsI yMEHBIIICHNE CTETICHN TUTIEPTPOMUI
("BBITOpaHME"), COMMPOBOKIAEMOE CHIDKEHHEM OOIIEi CO-
kparumoctu JIXK (OB <50%) [108, 110, 112-116].

ILK mpu TKMII

V 30-44% mnauumentos ¢ 'KMII nabGamomamorcd
CTPYKTYpHbIE M (byHKLUMOHAJbHbIe HapyleHus B T12K.
Kpurepuem runeprpodpun muokapaa I12K cuuraercs
yBenueHue ToJiuHbl cteHku [12K >5 mm. TonmumHa
muokapaa IT2K >10 MM cunTaeTcs 3KCTpeMalbHOM TH-
neprpodueit IT2K [117].

Tuneprpodus 2K B eIMHUIHBIX CIydasix OBIBaeT
n3oaupoBaHHo, 6e3 ITIK [118].

CrpykrypHoe pemoaenupoBanue 1K B 15-90% mnpu-
BOIWT K BHYTPUKEIYIOUYKOBOM OOCTPYKIIMU, KOTOPAs
MOKET OBITh Ha YPOBHE CPEIUHHBIX ceTMeHTOB 12K mu
Ha ypoBHe BTILX [119].

Kputepuem Hanmuus ooctpykunu BTITK cuurtaercs
yeeamuenne I'J1 8 BTTIK >16 mm pr.ct. B mokoe [120].

Veemmuenne TommuHbl [ICIT2K y mmammmeHTOB cTapime
60 net ¢ TKMII-deHotumnom tpedyeT NCKITIOUEHUS Kap-
IHWAIPHOTO aMUJIONIO3a.

Cucmoauueckas ouchynxuus IIZK iposIBIISICTCSI yMEHb-
IIeHueM npomaobHOI aedopmarum [12K; mpu aToM apy-
rue mokasarean cucrommaeckoit pyakuum 12K (TAPSE
" S’ JaTepabHON YacTH TPMKYCHUIAIBHOTO KOJIBIIA),
KaK MpaBUJIO, B IpeaeiaX HOpMalbHBIX 3HAYCHUIA.

Juacmoauueckas ducpynxuyus 12K B HadaTbHBIX CTa-
musx xapakrepusyercs E/A <1, yBemuuenueM RV DecT
(BpeMs 3aMeUIeHNST KpPOBOTOKA B (ha3y paHHETO HaIlojI-
nenus I1XK), E/e’ >6,0. [loka3aHo, 4TO Hajau4yue aua-
cronmmaeckoit nuchyHkum [12K sBisieTcs IpeInKTOpOM
BCC u XCH [111, 117, 119-123].

BCC

B ocnoBe matorene3a BCC nmexar daTanpHBIC Hapy-
IIEHWST PUTMa, BEI3BaHHBIC MIIIEMHUE MUOKapaa W 3JIeK-
TpuuecKoi HecTabmibHOCTEI0. BCC wate o0ycimoBiacHa
dubpmsauein xeaynpoukos (DXK) (62,4%), Opaguaput-
musimu (16,5%), xenynoukosoii Taxukapaueit (KT) tura
"torsades de pointes” (12,7%), KT (8,3%) u acucronmeii.

BCC mopaxaet mauueHToB ¢ 'KMII B 11060M BO3-
pacte (maxe crapiie 60 jieT), ¢ muKoMm B mepuona ot 30

1o 50 net. B otmmune ot aputMmorenHoit KMIT, ipu xo-
TOPO¥ CYIIECTBYET YeTKasl CBA3b MEXKIY WHTCHCUBHBIMU
(pm3MIeCKUMU YIIPaXKHEHUSIMHI U TIOBBIIIICHHBIM PHUCKOM
BCC (mannsie peructpa KMII Benukooputannm), BCC
npu 'KMII B 6osbIIMHCTBE CilyyaeB BO3HHUKAJIA B TIOKOE
wm 1ipu oosraHoi OH [1, 95, 124-137].

CHHKONBI

CuHKoOTAJIbHBIC COCTOSIHUSI MOTYT OBITH OOYCIIOBIIE-
HBI KaK apUTMUYCCKUMU, TaK M TeMOIUHAMUIECKUMU
npuarnHaMu. K reMognHaMIYeCKUM IIPUIMHAM OTHOCSIT
cuTyaTuBHOE yBenmueHUe ob0cTpykuuum BTJII2K (DPH),
BBI3BIBAIOIIEC 3HAUYMMOE yMeHbIIeHHe YO U maacHUe
apTepuanbHoro maBieHus (AJl), a Takke CHIDKEHHUE TIe-
pUhEepPUIECKOTO COMMPOTUBICHUS B pe3yabTaTe Heame-
KBaTHOI Ba3omwIaTalliM, B T.4. Ba3oBaraJbHbIC OOMOPO-
ku (cM. Takxke [pmroxkenne b8) [138-141].

OuopHIIAIISA MPeacepIuit

DdakTopHI:

a) "mpemcepaHas MUOIIATHST — ITOKA3aHO, 9TO (DYHK-
mus JITT HapymreHa y HOCHTe el MyTallii B TOKJIMHIYC-
CKOI CTagny 10 pa3BUTUS TuriepTpodun [142].

b) crpykrypHOe (mmiaranms) U (GyHKIHMOHAIbHOE
peMmonemupoBanue JII1, mpuBomsinee K 31eKTPUICCKOM
HECTaOWIHLHOCTH,

C) WMHTepCcTUIUAIbHBIN Gropos JIIT [143-150].

M3BectHO, uTO pmbpmmrsaumsa npencepanii (OIT) —
yacTeiit cumIiitoM npu peHokonugax 'KMIT, nanpumep,
gacroTa BeisiBieHUs PI1 mpu amMumonmose cepaiia MOXKeT
npocturath 69%. [puunna ysenuuenus JII1 mHorodak-
TopHa. HeobxommMo OTMETUTh, UTO HapyIIeHWE COKpa-
tutenbHON dyHKmuu JIIT mpu tpanctupennosoit (TTP)
amunougHoit KMII He 3aBucur ot paszmepa JIIT [151].

XCH

dakTopHI:

a) ymeHbineHHBIN JIZK (Mamsrit KIO) u, HecMOTps
Ha BbIcOoKy0 @B JIK, mansrit YO JIK;

b) HeCIToCOOHOCTh YBEJIMUUTh B MOJKHON CTETICHU
YO npu ®H;

¢) ooctpykuus BTJIK, BHocsaImas BKiIam B yMEHbB-
menue YO,

d) cucronmueckas muchyHkmus JIXK mpu mporpec-
cupoBanuu I'KMII, ocobeHHO B auaaTallMOHHOM CTa-
nuu (MiiemMust MUokapaa, nuccuHxponust JI2K);

e) mractoiamueckas muchynkous JIK (pudpos muo-
Kapma, ToBbIIeHue aapieHus B JIIT 1 KoHeYHO-AMACTO-
JIMYECKOTO TABIICHUS);

f) MP (BHOCUT BKJIaz B oBbIIIeHNE naBicHUs B JIIT);

g) HapymeHus putMma (DPII);

h) JIT' [108, 114, 116, 147, 148, 152-155].

V 10% manuentos ¢ T'KMII ¢ "knmaccuyecknm de-
HOTHITIOM" B TIOKOE TIPU YJIBTPa3BYKOBOM HCCIICAOBAHUU
JIETKUX PETUCTPUPYIOTCS B-TMHMM, 9TO CBUIACTEIBLCTBYET
o 3acroe B Jierkux. IIpu ctpecc-OxoKI yacroTa BhIsIBIIE-
Hust B-muHnii Bo3pactaeT 10 30%. Y 9THX OOJBHBIX IIPH
®H ycyryonstercst muacTonmieckas TUCGYHKIIMS, BO3-
pacraetr MP u napjienue B jierouHoit aprepuu (JIA) [156].
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®opmupoBanue BepxynieuHoi anespu3mbl JI2K

YacToTa pa3BUTHS BepXyIICYHON aHEBPU3MBI COCTaB-
nstet mpumepHo 2-3% ot Beex ciyyae [KMIT [157, 159].

Bepxymeunsie aneBpusmbl ipu 'KMII MoryT pas-
BUBATbCS KaK MPU U30JMPOBAHHON BepxyiuedHoil [T12K,
Tak ¥ IpA MOPGOJOTUICCKUX BapWaHTaX, KOTda TH-
rmepTpodus pa3BUBACTCS MPEUMYIICCTBEHHO B CPEIHUX
cermeHTax JIK (KoHMUTYpamms "TeCOYHBIX YacoB') MU
IIPpY CMEIIIaHHBIX BapHaHTaX, KOTIa TUIIePTPOGUs pa3BH-
BaeTCs B BEPXYIICYHBIX M cpemHUX cerMeHTax JI2K [159].

IIpu cpennexenymoukoBoit OI'KMII BepxyiedHbie
aneBpusMbl JI2K mpucyrcrByior 6ojee uem B 20% ciy-
yaes [87].

PaszButue BepxyuieuHoi aneBpuaMbl JIZK npu 'KMIT
00YCIIOBJICHO COoUeTaHMEeM (DaKTOPOB, B3BIBAIOIINX HIIIC-
muto muokapaa npu 'KMIT u nornoaHuteabHbIM (hakTo-
pPOM — CHUCTOJIWYECKasT CPeIHEKETYTIOUKOBas 00CTPYK-
IISI BBI3BIBACT Pe3KOE ITOBBINICHUE OAaBJICHUS B Bep-
xymike JIZK, 9To0 IpUBOAUT K CHIKCHHUIO KOPOHAPHOM
nmepdy3nn, 0coOCHHO B CYO3HIOKAPAMATBHBIX CIOSX
MMOKapa 1 anonTo3y Kapauomuouutos [160, 161].

ITo pa3mepy BepXyIIeUHbIC aHEBPU3MBI PA3IACIISIOT Ha
Maibie (<2 cMm), cpemaue (2-4 cM) m Oomdpie (>4 cm).
He BbIsSIBIIEHO B3aMMOCBSI3M MEXIY pa3MepoM aHEBpU3-
MBI U KIMHAYECKUM ncxonom [159].

Ho umerorcs maHHble 0 ToM, 4TO0 ~20% ciiydaeB
TpoMO03MOOJIMYECKNX COOBITUI U 00pa30BaHUsI Tpomba
B Bepxy1ke JIZK mpon3011u10 Ipy aHeBpU3Max MaJIbIX pa3-
MepoB, B TO BpeMs Kak ~70% cobbituiit BCC 6bu10 Y 11a-
LIMEHTOB CO CPETHUMU U OOJILITNMU aHeBpu3MaMu [159].

Bepxyireunsle aHeBPU3MBI SIBJISIOTCS HE3aBUCUMBIM
MIPEITUKTOPOM TOTCHIIMATBHO JICTATBHBIX apUTMUI, BKITFO-
yas HeycToiuuByio 1 ycroiuusyio KT u @K [162-165].

OOmacTu pyOmeBaHUS MUOKapma, IPUJICTaiolIne
K pyOIIOBOMY OOOIKY aHEBPHM3MBI Ha CTHIKE XXM3HECIIO-
COOHOI 1 aHOMAaJIBHO# TKaHU, TI¢ BO3HUKAIOT KOHTYPBI
re-entry, IIPeACTaBIISIOT COO0M MEPBUIHBIN apUTMOTCH-
HBII CyOCTpaT ST BOSHUKHOBEHUS 3JI0KAYeCTBEHHBIX
KEJIYTOUYKOBBIX TaXMapUTMUI HE3aBUCHMO OT pa3Mepa
aHeBpu3MBbI [159].

Hammume BepXyIlIeyHoO aHEeBpU3MBI aCCOLIMIPOBAHO
¢ 4-kpatHbiM yBeanuenueM pucka BCC u 6-KpaTHBIM
YBEIMICHUEM PHUCKA TPOMOOIMOOIMICCKUX COOBITUI/
obOpasoBaHueM TpoMm0Oa B Bepxyiike JIK [166].

B 2020r Hanuune BepXyIIeYHOI aHEBPM3MHEI (He3a-
BHUCHMO OT pa3Mepa) BIIEpBBIC BOIIIO B CIHUCOK yCTa-
HOBJIEHHBIX KIMHWYecKnX (aktopoB pucka BCC mpu
I'KMIT [1].

Bepxymreunsle aHeBpU3MbI MOTYT Pa3BUBAThLCS U IIPHU
6ose3nu ®adpu (no 10% ciydyaeB), Kak IpU €€ TUIIMY-
Hoi1 Mopdoornueckoii popme (cmmmerpuaHoii IJ12K),
TaK W MIPY aTUITWYHBIX — aCUMMETPUIHON U allmKalb-
Hoii [167].

ABTOHOMHAS MUChHYHKIHIS

ITokazano, yto y nmauueHtoB ¢ 'KMII HapyuieHa
cUMIIaTU4YeCcKasi MHHEPBAallMS B CEpAlle W 3TU HapyIIe-

HUS TIPOTPECCUPYIOT TIPH Pa3BUTHU HETAaTUBHOTO PEMO-
IeaupoBaHus (CUCTONMYeCKas TUCOYHKIINS W TUjIaTa-
LMOHHAas cTagus) [168].

IMpusHakamMu THUCPYHKINNA BETeTaTUBHON HEPBHOM
CHUCTEeMBI ABJIICTCS HeameKBaTHasI peakmus AJl m dac-
TOTHl cepaeuHbIXx cokpamieHnit (YCC) Ha HaArpy3Ky.
CremyeT yUnTBIBaTh, YTO HeaneKBaTHas peakuns AJl Ha
®H Ttakke MOXET OBITh OOYCIIOBJIEHA YMCTO TeMOIMHA-
MHUYECKUMM MPUINHAMU — HEAOCTATOYHBIM IIPUPOCTOM
YO npu ®H (manerit KIO JIK + HapymeHne nuacto-
nnyeckoro HanojHenus JIK + yBenudenune o6CTpyKLIMKU
BTJLK npu ®H).

Henocrarounsim npupoctoMm A/l ipy @H cuuntaerca
yBemmueHne A/l meHee, uem Ha 20 MM pr.cT. Ha Tuke OH
wm mmageane A/l >20 MM PT.CT. OT IMKOBO# B IIpoIIecce
®H [1].

VY mannenTtos ¢ 'KMII Takke BBIABIISIETCS HEIOCTA-
touHblid npupoct YCC mpu ®H (peseps YCC — oTHO-
meane nmukoBoit YCC k ncxomHoit mpu crpecc-OxoKI).
CrenreHb cHIDKeHHA pesepBa YCC He 3aBUCHUT OT IprieMa
0eTa-010KaTOPOB U SIBJISIETCS HE3aBUCHUMBIM ITPEIUKTO-
pPOM IIOXOro mporHo3sa [169].

CrnenmyeT yYUTBIBaTh, YTO B cTaplleil BO3pacTHOM
TpymIe MallMeHTOB HaJnYue aBTOHOMHOI mucyHK-
UM TPEOYeT UCKITIOUCHUS KapauadbHBIX (OPM aMHUIO-
WUI03a.

JIT

[cTonornueckne JaHHBIC IMOKA3BIBAIOT, UTO Y IIa-
nueHToB ¢ OIKMII mpouncxoanT peMoaeanpoBaHue
KaK apTepHaJbHBIX, TAK M BEHO3HBIX COCYIOB JIETKMX.
OtMmevaeTcs TUIIEPTPODUS COCYIUCTON CTCHKH U yBe-
JIn4YuBaeTcs Aot Gpudpo3Hoil TkaHu. [Ipu 3Tom mo-
BbllIeHUE AaBjieHUs B JIA MoxeT ObITb HEOOIbIIUM
[170].

V 20% manuenTros ¢ 'KMII 1 HopMaJIbHBIM IaBJie-
HUeM B JIA B IOKOE PETHCTPUPYETCS €ro ITOBBIIIICHUE
npu ctpecc-OxoKI [171].

JIT (cpemnee maBinenue B JIA >25 MM PT.CT. IpW WH-
Ba3MBHOM U3MepeHun) BbisiBisteTcs Y 50% CUMIITOMHBIX
mareHToB ¢ XCH ¢ mokazanusMu K pemykiun M2KIT.
Y HekoTOpbIX 60BHBIX (10 10%) muarHOCTUpYyeTCs Tpe-
kamutsspHas JII (maBnenmne 3axmmauBadus JIA <15 MM
PT.CT., JISTOYHOE COCYIUCTOE COIpOTHBIeHUE >3,0 emm-
Hun Byma). [MammenTsl ¢ npekamuuisspHoit JIT' mo apy-
TUM T1apaMeTpaM 3HAauMMO HE OTJIMYAJIKNCh OT IPYTHX
natmedToB ¢ [KMIT u JIT. CreneHps NMOBBILLIEHUS IaB-
nenus B JIA B auamnaszone 40-60 mm pr.cT. [Tociie CMD
nmaBieHue B JIA cHImKaeTcsl, HO He IO HOPMAJbHBIX Be-
ymauH [108, 172].

JIT aBnsteTcss MpeIUKTOPOM IUIOXOTO IIPOTHO3a TP
I'KMII.

1.3. Anuaemuonorus sabonesaHus unu
cocTosiHMg (rpynnbl 3a00s1eBaHKiA UM COCTOSHUIA)

I1pu 'KMII HeT yeTKOIi TeorpadpuuecKoil, ITHUYE-
CKOW WJIM TIOJIOBOU CTPYKTYPBI pacrpeacaeHuUsI.
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I'KMII — npakTuuyecku eIMHCTBEHHOE KapauoBa-
CKyIISIpHOE 3a00jieBaHME, KOTOPOE MOXET MaHU(eCTH-
poBaTh B JTI000OM BO3pacTe YeJI0BeKa OT MJIaAcHICCTBA 10
ITy0OKOIt cTapocTH (¢ TepBEIX gHEeH mo 90 u Goiee JeT);
IIPY 3TOM CpPeOHMI BO3PaCT ITAIlCHTOB IIPH YCTaHOBKE
muarHo3sa cocrasiseT 30-40 ser.

CornacHO TaHHBIM 3THUIESMUOIOTHICCKIX MCCIICI0-
BaHWI, IIPOBOAMMBIX B pa3HBIX YaCTSIX CBETa, PacIpo-
crpaneHHocTh [ KMII cocraBmsieT 1:500 B o01eit mmorry-
UK. B pa3HBIX BO3pacTHBIX KOTOPTaxX OHA BapbHpPYyeT-
cst ot 1:500 mo 1:200.

[Ipu mpuMmeHeHNU 6OJIce TYBCTBUTEIBHBIX MCTOIOB
BU3yaIu3allni (MarHUTHO-pPE30HAHCHAsI TOMOTpadus
(MPT), xommbiotepHast ToMorpadust (KT)) 1 6omee 1mm-
POKOM HCITOJIb30BAaHNM T€HETUYECKOTO TECTUPOBAHUS
1 KacKagHOTO CKPMHUHTA IJISI POACTBCHHUKOB IIEPBOIA
JIMHUU poacTBa pacripoctpaHeHHOcTh ' KMII cooTBeT-
ctyet 0,6% (1:167).

YacToTa B 0OIICH MOMYJISIIMM IIPEBBIIIACT BCTPe-
yaemocTbh 'KMII B Kapauosiornyeckoil mpakTuke, T.K.
0obIIast 9acTh MAIlMEHTOB OCTAcTCSI HEMICHTU(DUIIN-
pOBaHHOI BBUIY 0eCCHUMIITOMHOCTHU. I1pu BBISIBICHUU
TUTICPTPOGUN ceplla B CTAPIINX BO3PACTHBIX T'PYIIaX
u TommuHe cteHKu JIK > 12 MM He0OXOIMMO YIUTHIBATh
Bo3MOXHOCTh (peHokonuit ' KMIT n Bropuunoit I'JIK
[34, 173, 174].

B nepByto ouepenb 310 Kacaetcsas TTP aMuiouaHbIX
KMII. Brigensior aBa tuna TTP-KMII — HatuBHOTO,
HOpPMAaJIbHOTO "IMKOT0" THUIIa, TPUOOPETEHHBIN HEeHa-
CIICACTBEHHBIM aMIJIOMA03 cepama, K KOTOPOMY OTHO-
CHUTCS OOJBIIMHCTBO CJIy9acB OOJIC3HU M HACJIECICTBCH-
Horo tuna [175]. C 2020r amunougHasa TTP-KMII
BXOAUT B IepeyeHb peakux (opdaHHbIX) 3a00J€BaHUIA.
Amunougnsie TTP-KMII yacTo He IMarHOCTUPYIOTCS
MW3-3a TOro, YTO HAaMOMMWHAIOT Apyrue npuuruHbl [TI2K,
takne kak 'KMII, Al m aopranbHbIiA cTeHo3 (AC).
B xoroprax mannenToB ¢ AC 1 TpaHCKAaTeTepHOM 3aMe-
Hoit AK pacrpocTpaHeHHOCTh IIPHOOPETEHHOTO Kapau-
anpHoro TTR wt-amuongosa coorsercTBoBaia 16%, us
KOTOPBIX B 62% cily4aeB BbISIBJICHbI KPUTEPUU HU3KO-
rpaareHTHOro Huskormorokosoro AC [176].

1.4. Ocob6eHHOCTU KogupoBaHUa 3aboneBaHus
WY COCTOSIHUS (rpynnbl 3a0oneBaHuii unu
cocTosHMIA) no MeXxayHapoaHOW CTaTUCTUYECKOM
knaccudukaumm 6onesHei u npodnem,
CBSI3aHHbIX CO 34,0POBbEM

MKB-10

142.1 — O6cTpyKTUBHAS TUIIEPTPOhUUIecKast Kapanuo-
MUOIIaTusd.

142.2 — Opyrasa runeprpodrdeckast KapaInOMUOIIATHs.

1.5. Knaccudukauusa sabonesaHus unm

COCTOSHMS (rpynnbl 3a001eBaHNIA UM COCTOSIHMIA)
B HOBC@HHCBHOﬁ KJIMHUYECKON IIPaKTUKEC IMPUMCHA-

IOT HECKOJIBKO KJ'[aCCI/ICbI/IKa]_[I/IOHHBIX IIoAX0A0B — KIIN-

HUYECKUI, TeMOIUHAMUYECCKU, MOP(POJIOTNIEeCKUIA,
TEHETUYECKUU.

Knuaunueckue BapuaHTthl TeueHuss TKMII — cwm.
Pazpgen 1.6.

T'emoaunaMuyecKuii NPUHIUN KJIACCUDUKAIMA

B 3aBUCHMOCTM OT HaJWMYUS WJIA OTCYTCTBHUS 00-
crpykuuu BTJI2K B mokoe U Mpu Harpy3ke BbIACISIIOT
cinenytomue Bapuantel [KMIT:

— mneobctpyktuBHag 'KMIT: I'/T 8 BTJI2K <30 MM
PT.CT. B IOKOE M TP Harpy3Ke;

— obctpyktuBHast KMIT: I'l 8 BTJI2K >30 (50) MM
PT.CT. B TIOKOC M IIPM HaArpy3ke. B ToMm umciie maTeHTHAS
obctpykuumst, npu Kotopoit I'J1 B BTJIZK <30 B mokoe
u >30 (50) MM pT.CT. TIpM HaArpy3ke (IMogpoOHEe KPUTE-
pun ooctpykunu BTJIK cm. B Pazmene "Imaraoctuka').

Mopdoaornuecknii npunnun kiaaccupukanun 'KMIT

1. AcummerpuuHas popma 'KMII:

* Tumeprpodus MXKII (+/- BoBaeuenue [1K);

— bazanbHoii yactu MXKII (cybaopranbHas);

— CurmosungHasg MXIT;

— Tuneprtpodus Bceit MXKII;

— HBoskoseiykinasg M2KIT (aar. "reverse curve") —
MPEUMYIIECTBEHHO CPEeIHEXKETyI0UKOBasT TUIIEPTPODUS
MZKII 6e3 BoBneueHUs: cBobomHoM cTteHku JIXK [177-
180];

» KombounauposanHas (MXII + mpyroit otoen JI2K
win [1XK);

* Tuneprpodwus npyroit crenku JIZK (6okoBas, 3am-
HSIS);

2. AmnmkanpHas runeptpodus (+/- cpeIUHHBIC CeT-
MeHTHI JIK);

3. CpennaexenynoukoBass KMII (¢ BoBieueHMEM
CPEeIMHHBIX OTAEI0B He ToJibko M2KII, HO 1 cBOOOAHOI
crerku JIK, JIK tima "mecounsie 9ack'");

4. CummetpuuHas popma 'KMIT.

ITo maHHBIM MHOTOIIEHTPOBOTO PETUCTPa ITaIlMeHTOB
¢ 'KMII, >80% marmenTos ¢ [ KMII oTHOCATCS K ABYM
MOPGOTOTUYCCKUM TTOATUTIAM — TUIIEPTPOhUS 6a3aib-
Ho#t wactu MXKIIT (46%) n nBosikoBbimykiass MKII
(38%) [179].

Konuenrpuueckas 'KMII cocrasisier 1% ciyyaes,
cpenrexenynmoukoBas OI'KMII ¢ hopmupoBaHreM Bepxy-
LIeYHOM aHeBpu3Mbl — 3%, BepxyiueuHas [KMIT — 8%.

KnuHuyeckne ocobeHHOCTU HauboJjiee 4acTo BCTpe-
yaromuxcst Mmopdonornueckux noarurnos 'KMII npen-
ctaBJieHBI B Tabuie 3, [Ipuioxenue A3.

Knaccudukamusa TKMII no creneHu BbIPaKeHHOCTH
runepTpodun:

1. "YMmepeHHast" (B aHTJIOS3BIIHOM JIUTEpaType WC-
noyb3yeTcs TepMuH "mild"): MakcmManbpHas TONIIMHA
crenku JIK <18 mwm;

2. IIpomexyTouHas;

3. DxcrpeManbHas (MaKCUMaJIbHAsT TOJNIIMHA CTCHKH
JEK >30 mm).

Krnaccudpukamus KMIT MOGE(s) BeimenseT He TOTb-
Ko "Kimaccmaeckue" MophohyHKIIMOHATbHBIC (DEHOTHUITHI
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(runeptpoduuecKuit, TUIATAlIMOHHBINA, PECTPUKTUB-
HBI, apUTMOTCHHAsI TUCIUIAa31sl, HEKOMIIAKTHBI MHO-
Kapm), HO U cMeInaHHbIe peHOTHIHI [27, 181, 182].

Knunnko-mopdosornyeckad Kiaaccuukanus no cra-
muam T'KMIT

B 2012r Olivotto I, et al. [183] Beimenunu 4 craguu
pazsutusi [ KMIT:

1 cragmd: morumnepTpodudecKass — 3Tall B pa3BUTUHN
3a00JICBaHMSA Y JINII, SIBISTIOIINXCS HOCUTEISIMU MyTa-
uuit, BeidbiBaoux 'KMII, ipu KoTopoit OTCyTCTBY-
0T IPU3HAKY TUIIEPTPOUN MUOKapaa, OoIpeacIsieMbIe
C TIOMOIIIBI0 BU3YATN3UPYIOIINX METOIOB.

2 cragms: "knaccmueckuii peHotun" 'KMIT — sram,
IIPY KOTOPOM THIIEPTPOGUUISCKIIT (heHOTHIT TTOJTHOCTHIO
BoipaxeH, JIZK runepaunamuyen (®B JI2K >65% mno
naHHbiM MPT), npu oTcyTCTBUU OOLIMPHBIX (PUOPO3-
HBIX M3MCHEHUH, CBUACTECIBCTBYIONINX O IIPOTPECCUPO-
BaHWUM 3a00JICBaHUSI.

3 cTraaWsd: HeraTMBHOE peMOACINPOBaHWE — ITall,
KOTOPHIN OIIpenesieTcs] HaTudneM HeOJIaronpusiTHBIX
CTPYKTYPHBIX M3MEHEHUI, HaKJIaABIBAIOIINXCS Ha "KJIac-
cnyecknit” ¢penotun 'KMII, BeIpaxarommxcs B Hapac-
TatomemM ¢puopose JIZK u yxyalleHUU CUCTOJIMYECKON
dyakun JIXK (OB JIXK B guamaszone ot 50% 1m0 65%),
IIPY OTHOCUTEJIBHO COXPAaHHOM KIMHUYECKOM U TeMO-
TMHAMHYIECKOM CTaTyce.

4 crammg: BeIpaxkKeHHAasT TUCOYHKINS — 3Tall KIUHU-
yeckoro pazputus 'KMII, xapakTepu3yloluiics cucTo-
nnueckoit nuchynkuueit JI2K (OB JI2K <50%), compo-
BOXIAIOIIMIACS KpailHel cTerneHbio (pudposa u pemojae-
JIMPOBAHUS ¥ OOBITHO CBSI3aHHBIN C TeMOIMHAMMYIECKOMN
JMIeKOMIICHCAITME 1 HeOIarONPUSITHBIM MCXOIOM.

B macrosmmx pekoMeHIAIMsIX 3 1 4 cTaaust o0beau-
HEHBI TEPMUHOM "HETaTUBHOE peMOJeINpoBaHue".

OxoKI mpusnakm "Kinaccumdeckoro ¢peHoTUIa"
I'KMII:

* acummetpuuHas [JIXK;

+ pasmep moioctu JIK B mpemenax HOpMaJIbHBIX
3HAYCHUI/YMEHBIIICHHEII;

« OB JIXK >65%;

* obcrpykuus BTJILXK;

+ nuactoauveckas dyHkuusa JIZK coxpaHeHa wiun
nracTtoimdeckas aucdynkus JIXK 1 cremenu.

1.6. Knunuueckas kapTuHa 3aboneBaHus unum
COCTOSIHMS (rpynnbl 3a001eBaHNIA UM COCTOSIHWIA)

I'KMII — 3aboyieBaHune, XapaKTepU3yIOIIeecs BhIpa-
KEHHOM TeTEPOTeHHOCTHIO KIIMHUICCKUX TTPOSBICHUIA.

Knuanveckue Bapuantsl Teuennss [KMII:

1. BCC — MoXeT oTMe4aThcs MPU JIIOOOM BapuaHTe
teueHus1 TKMII, B T.4. 6e3 mpeaiecTByOEeid CUMITTO-
MaTHKH (HanboJjiee 9acTO BCTPEUACTCS Y MOJIOABIX TallH-
eHTOB <35 J1eT, BKITto4Yast CIIOPTCMEHOB);

2. beccumnToMHOE TeueHHME — BCTpPEUaeTCs y IMa-
LIMEHTOB ¢ MCXOAHO HeoOCTpyKTUBHOI opmoit 'KMII
(HeOobIIas CTEIIeHb TUIepTpoduKn MUOKapaa, 6e3 co-

myTcTBytomunx aHomanuit MK). TlpomomxutenbHOCTh
KU3HU Y OTUX MAlMeHTOB KaK B OOIIeil Momysaiu —
75 net u 6onee;

3. CummroMHOe cTtabuiabHOe (Ha (poHe MeTMKaMeH-
TO3HOM Teparnum) J00pOKaYeCTBEHHOE TeUeHUE:

a) y MaluMeHTOB ¢ MCXOIHO HEOOCTPYKTUBHOM (hop-
moii 'KMIT;

b) mpu OI'KMII ¢ HeOONMBIIOI CTEITIEHbI0 00CTPYK-
nun BTJLXK;

4. CunmrromHoe ocnoxHeHHoe TeueHrne ['KMIT mpo-
SIBJISIETCSI:

a) @Il — mapokcusManbHasi, IEPCUCTUPYIOTIAS VTN
roctostHHast (ot 25 mo 30%), accoumupoBaHHas ¢ cep-
JIEYHOW HENOCTATOYHOCTBIO PA3TMIHON CTETeHU BhIpa-
>KEHHOCTH M TIOBBIIIIEHHBIM PUCKOM TpOMOO3IMOOIMIe-
CKUX OCJIOKHEHUH, BKIIIOUast MHCYJIBT;

b) XCH — mosiBiIcHME OOBIIIKH, CTabOCTU, YTOM-
JISIEMOCTH, B COYETAHUM, MPECUHKOTIBI U CUHKOIIHI,
aputmun. Hapacranue tsxkectn XCH mo III-1V dynk-
muoHanbHOTo Kitacca (PK) (NYHA) npu coxpaneHHOI
cucronmdeckort pyHkumu JI2K;

¢) Cunmpom cteHoKapauu (B T.4. aTUMTAYHBIN OoJte-
BOI CUHApPOM) MM Oe30oseBast uiremus. Miemust muo-
kapaa ipu 'KMIT moxet ocinoxuaThess UM 2 Tuna;

d) "KoHeuHas crtagms': majdbHelImee MpoTrpeccu-
pOBaHUE SBJIEHUN 3aCTOMHOU CEpIIEYHOU HEIOCTATOY-
HOCTH, CBSI3aHHOW C HETaTUBHBIM PEMOMEIUPOBAHUEM
¥ BBIPAXKEHHON CHUCTOJIMYECKOM W TUACTOIMIECKOM Trc-
dynkmmeit JIXK;

e) PasButume BepxymieuHoi aneBpu3Mel JIK.

Cumnmomst XCH ecmpeuatomcesi uacmo, HO ee KAUHU-
ueckuit npoguav (IV cmaous no Oaueommo) pazruuaemces
Y PasHuiX nayueHmos. Y 00nux cepoeunas Hedocmamou-
HOCMb C81A3aHA ¢ OUACMOAUHECKOl OUCYHKYUeld npu co-
xpanenuoit @B u manvix pasmepax JIK (pITKMII) uau 06-
cempykuueit BTJIK (¢ MP uau 6e3 nee), 6 dpyeux, cumnmo-
Mbl 8b136aHbL cucmonuyeckoll oucgyukuyuei JI2K (0OTKMII).
Ilpu smom k ocnosnomy I'KMII-gheromuny npucoedu-
Hsemcss 00NOAHUMENbHbLU (peHOmMUNn — OUAAMAYUOHHbL
uau pecmpuxmugHutit, oboznauaemoie kaxk OLKMII uau
pITKMII, coomeemcmeenno. Cmenenv ygeauuenus JIK
6 OTKMII, kak npasuno, neboavuias, 6osee moeo, pazmep
u obsem JI2K mooxcem 6vimo 6 npedenax HOPMAAbHBIX 3HA-
YeHuil, HO NPU IMOM OUHAMUKA C8UOemenbcmayem 0 Oud-
mayuu (Hanpumep, KoHeuHo-Ouacmoauueckuii pasmep JIK
35 mm —> 55 Mm, npu ycaouu KoppeKmuozo UmepeHus).
B 0T'KMII moocem nabarodamocs ymeHbuieHUue MOAUUHbL
muokapda JI2K — mak nazvieaemuiii peHomen "gvleopanus
eunepmpoguu”, 06yca081eHHbIL eUubeNbl) KapOUOMUOYU -
moa. [Ipu 'KMII eéasxcno npusnanue zemepozeHnocmu me-
XAHU3MOG CepOeUHOl HedOCMAamoYHOCMU, NOCKOAbKY MO
eausiem Ha aeverue u npoerHos [35, 116, 183, 1584].

®opmann30BaHHBIN MOIXOM, MPEMIOXeHHbI Ro-
win EJ, et al., K olleHKe BapMaHTOB KJIMHUYECKOTO Teue-
HUS TIpe/jIaraeT yIYUThIBATh HAJTMUKE y TIAllMeHTa OTHO-
ro u 6ojee ogHoro cuHmpoma (XCH+®II, XCH+BCC,
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®I1+BCC, XCH+®IT+BCC) u ncnonp3oBaHNE TCPMU-
Ha "IIporpeccupymolice TedeHrne cumnroMuon I'KMIT"
[185].

OCHOBHBIC KIUHUKO-MOP(OIOTHICCKIE BapUaHTHI
TeueHus: 1 ucxonnbl 3adosieBanus npu 'KMII npeacras-
JieHsl B Tabnute 4, Iprtoxenne A3 [3, 20, 61, 185-191].

OO0mmue npuHIUNBI (HOPMYIHPOBKN THATHO30B MPH
I'KMII

Hapsaay ¢ MmopdpodyHKIIMOHATIBHBIM KJIaCCOM HE00-
XOIVMO YKa3aTh:

+ CewmeitHaga dpopma;

— TCHETHMYCCKUI BapMaHT OOHApYKeH — KJIacc Ia-
TOTCHHBIN WA BEPOSITHO TTATOTCHHBIIA;

— TCHeTWYCCKMIT BapuaHT He OOHapYyXKEH;

— TEeHeTHYEeCKOe WMCCIeN0BaHNE HE MPOBOIMIOCE;

* Hecewmeiinas ¢opwma;

— TeHeTWYECCKUIl BapMaHT OOHapyxXKeH, MYyTaIlHs
de novo — KJ1acc TTaTOreHHBIH YUTH BEPOSITHO ITATOTCHHBIIA;

— TCHETWYCCKMIl BapraHT He OOHapyXKEH;

— TEeHeTMYEeCKOe WMCCIeN0BaHNEe HE MPOBOIMIIOCE;

« Bapmanrt [JIK (acuMMeTpraHast/cHMMeTpUYHA )

+ Ilarrepur Mopdonoruu MKIT (ZBOSKOBBITTYKIIas,
0azanbHas runepTpodus, BepxylieyHas 1 T.1.);

* VYKazaTh reMOOWHAMHWYCCKNI BapMaHT: 00CTPYK-
TUBHaS (B T.9. JIATCHTHAsI) /HEOOCTPYKTUBHAS,

* YKazaTh KIMHUYECCKUII BapHaHT;

— BCC;

— OeCCHMIITOMHOE TCUCHUE;

— CHMIITOMHOE CTabuibHOE (Ha (hOoHEe MEIMKaMEH-
TO3HOU Tepanun);

— TIporpeccupyroiee;

* OrpasuTth B nuarHo3e ctaamio mo Olivotto (I-IV cT.)
1 BapHaHTHl HETATUBHOTO PEMOICITNPOBAHMNS,;

— al’KMIT;

— pI'KMIT;

— HaJIM4IMe BepXylIeaHoi aHeBpu3MbI JIZK;

*+ HeobOxommMmo ykKa3aTh B OIMarHO3€¢ pacYCTHBIN
puck BCC u maty Ha MOMEHT CTpaTU()UKALINN.

Kanpkymsarop pucka BCC (¢ yueToMm eBpomeiicKoit
W aMEpPMKAHCKOW MoOmenM) IIpeJCTaBIICH Ha caiiTe
https://professional.heart.org/en/guidelines-and-statements/
hcm-risk-calculator (ripu BeImonHeHHOIT MPT ¢ KoHTpa-
CTUPOBAaHMEM — BHECTU CBEACHUS O TO3THEM HaKOILIE-
HUU TaIOJIMHUN-COMepKaIIero KOHTPACTHOTO BEIeCTBa
(ITHI))

Bapuants! ¢opmyauposku nuarno3a I'KMII nocie pe-
aykiun MEZKTI:

— Cocrognue tociae CMBD MXKIT u3 aoptsel 110 Mop-
poy (nara);

— CocTogHHUE TIOCIIC PaCIIMPEHHON MMOBKTO-
vmun MXII moctymoMm 4depes Bepxymky JIK (mata) I'/]
B BTJIK;

— CocTosgHUEe TOCe pacHINPEHHON MHO3KTOMUN
MZKIT noctynom uepe3 I'12K (mara) I'l B BTJIK;

— CocTosgHMEe TOCJe pacHInPEHHON MHO3KTOMUN
MXII nByxemymoukoBbIM moctyrioM (gata) Il 8 BTJLK;

Ho06aBasATh: ¢ BUACOIOAACPKKOM,/C MOOMIN3AIICH
cepmua; B yeroBusix MK (trepudepuueckoro MK), rumo-
TepMHUU 1 (hapMaKOXOJIOIOBAasI KPUCTAJUTIOMIHAS KapaIro-
TUTeTUsI/KPOBSIHAST KapAWOILICTHS (11aTa);

— HmMmnaHTamys IByXKaMepHOTO MMILIAHTUPYEMO-
ro KapauoBepTepa-neduoprusropa (MKII) B sHIOKapIm-
aJIbHOM BapuaHTe B pexume ctumyasuuu DDD Vita-
lity 2 DR (maTa). KoppeKins xKeyaodKoBOTo 3JIeKTPOIA.
IMomHoe uctoienue 6atapen nutanus (cocrosinue EOL).
XCH IIA ct., 11 ®K.

— BOCA. Cocrosgune mociae DCA ot (mata).

ITpumepsi ¢hopMyIMPOBKM THATHO3A

1. OcHoBHoit: Hecemeitnag 'KMII (reHermueckoe
HCCICIOBaHNE HE IIPOBOAMIOCH), OOCTPYKTUBHAS (hOp-
ma. Cramug II mo Olivotto. AcummerpuuHasa [JIDK
(MakcuManbHasg Tuneprpodusi — 0a3zajJibHOW YacTu
MXII, SAM-cunapom. I'l 8 BTJI2K =67 MM pr.cT.).
Koponapoanrnorpadmst (KAI'): reMonmHaMIUIecKH 3Ha-
YUMBIe CTEHO3EI KOPOHAPHBIX apTeprii OTCYTCTBYIOT (Ia-
ta). Cunapom creHokapauu. Puck BCC — 3,87% Huskuit
(mata) https://professional.heart.org/en/guidelines-and-
statements/hcm-risk-calculator. Ocnoxxuaerus: MH 0-1 ct.
XCH ¢ coxpannoit ®B (OB JIK 87%), 1 cragus, 2 OK.
OnvHoOYHasl W mapHas NpeacepAHas dKCTPacUCTOJUS.
XKenymoukoBas sKcTpacucToans 4 rpagaunu mo Ryan.

2. OcHoBHOI: KapanommonaTtus co CMeIIaHHBIM
deHoTunom: HeobOcTpykTUBHAsS cemeliHags ['KMII.
AcumMmeTpuuHas [JI2K (KkoMmOMHUpOBaHHAsT TUIIEPTPO-
us MXKII u nepenneit crenku JI2K). [eHeTnueckoe mc-
caenoBanne He rpoBoauiaock. Puck BCC — 3,26% Hus-
kuit (mata) https://professional.heart.org/en/guidelines-
and-statements/hcm-risk-calculator. BuBeHTpUKyIsIpHAs
HeKoMIakTHas Kapauomuonatusi. OcnoxHenue: XCH
¢ coxpanHoit ®B (DB JIXK 76%), 1 cragus, 1 ®K.

3. OcHoBHoili: CeMeitHasg TeHeTMYeCKast HEOOCTPYK-
tuBHag 'KMII. Cragus nmo OnuBorro IV Jdunaraum-
oHHas ¢aza. AcummerpuuHas [JI2K (Bceit MXKII).
Ienernueckuii Bapuant MYBPC3 (chr11:47360209: C>T
NM_000256.3: R724W), naToreHHbIA BApUAaHT 110 KJIac-
cupuKauum AMEpPUKAHCKOM KOJJIETMM MEIUITMHCKOM
reHeTukn (ACMG ot 20151). Ocnoxuaenue. ®I1/Tpe-
netanue npeacepauit (TII) mapokcusmanpHas dopma
(HAS-BLED 2, EHRA 1I). XenymoukoBasi 9KCTpacH-
croqusg 5 rp. mo Ryan. HeycroitunBasi mapokcusMaib-
Hast MoHoMopdHast 2KT. Beicokuii puck BCC — (7,87%)
(mata) https://professional.heart.org/en/guidelines-and-
statements/hcm-risk-calculator, mmruranTanms MK
DF-1 (mata) XCHu®B (®B JI.)X 35%), 1 cranus, 4 ®K.
Acuut. IByCTOpOHHUI ruapoTtopakc. Iuaponepukap/.
3acTolfHas remaToMeranus. PenmouBupyroiias TpoM-
005MOO0TUST MEJIKMX BETBEU JICTOYHOU apTepwu (IATHI).
[TocTaHOBKa 3KCTPaKOpIOpaIbHON MeMOpaHHON OKCH-
reHanuu (ara).

4. OcnoBHoit: CemeitHasg HeoocTpykTtuBHas ['KMIT.
Cranus no Olivotto 11 (@B JIXK 71%). AcummeTpruyHast
ITIK (Bcss M2KII). [eHeTnaeckoe ncciaenoBaHe HE TIPO-
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Bomwitock. beccummnromuoe teuenune. Pruck BCC — 2,89%
HU3KUi (maTa) https://professional.heart.org/en/guidelines-
and-statements/hcm-risk-calculator. ITpencramus cepmed-
HOM HETOCTAaTOYHOCTH.

5. OcHosHoili: CemeitHast HeoocTpykTuBHas1 I'KMIT.
Cranus o Olivotto I1. (OB 74%) Ienetnveckuii Bapu-
aHT He ompeneiieH. AcmmMeTpudHas [JI2K (IBOSIKOBBI-
nykias ¢popma MXKIT). Puck BCC — 9,87% Bbicokuii
(mata). https://professional.heart.org/en/guidelines-and-
statements/hcm-risk-calculator. BriepBeie BEIIBICHHAS.
Ocnoxuenue: PXK, mpegorBpamenHas BCC (mata).
UK (mara). [IpeacTammst cepaedHoit HETOCTaATOYHOCTH.

2. OnarHocTuka 3a6oneBaHUs WU COCTOSHUS
(rpynnbi 3a0oneBaHui UM COCTOSIHWIA),
MeaAuLuMnHCKMNe noKka3aHuda n npoTuBonoKa3aHus
K npyuMmeHeHuto MeToaoB ANarHoOCTUKU

Kputepun nuarnoza FTKMIT

Kputepuem nnartosza 'KMII y B3pocibiX sIBAsSIETCS
yBeJIMUEeHUE TOJIIUHBI cTeHKM JI2K B omHOM miau 60-
Jiee cerMeHTax >15 MM (ompenensiemoe JIIOObIM BU3ya-
mmsupyonmM MetogoM — DxoKI'/MPT/KT), kortopas
HE OOBSICHSICTCS MCKITIOUNTEIRHO YBEMUYCHUEM Harpys3-
KM JaBlIeHHEM (CM. ompeacicHue). Y pOACTBEHHHKOB
npob6anna kputepueM auardHosza 'KMII gsnasgercs Toi-
muHa crenku JIDK, paBuas 13-14 mm [1, 3].

JmarHoCTUKA MOXKET OBITh 3aTPyOHEHA B CUTYaIIMSIX
couetanust TKMII ¢ AI' (cm. Pazmen "IT'KMIT u AI™),
co creHo3om AK, y crioprcmeHoB u ap. Ilpu 'KMII-
¢eHorune tpedyercs uckmoueHue dpenokonuii FKMII,
B MEPBYIO OYepeab HACIEACTBEHHOTO U HEHACIEICTBEH-
HOTO TpaHCTUpPEeTUHOBOTO amuionmo3a (ATTR).

Kpurepuem BosneueHus: [12K nmpu 'KMII sasnsiteTcs
yBeJMueHue ToJNIIMHbI cTeHkH [12K >5 MM, a ToammHa
mmokapma 12K >10 MM cuuTaeTcst 3KCTpeMallbHOM TH-
neprpodueit ITK [173, 192].

Kputepuem amarnosza OT'KMII cuutaerca I]]
B BTJI2K >30 MM pT.CT., B TOKOE WJIX IIPOBOLMPYEMBIIA.
Kpureprem reMogHaAMWYECKH 3HAYMMOI OOCTPYKIINH,
KoTJa TpeOyroTcs 00jee MHTEHCUBHAS TEPaIIUsT WA XH-
pyprudecKue,/HI0BaCKYIIPHBIC METOIbI JICUCHUSI, CUM-
taetcs ['Jl >50 mMm pr.ct. [1, 3, 193].

ITpu 'KMII, kpome cybaopTajibHOU OOCTPYKIIMU,
MOKET HaOIIOAAThCSI CPEOHEKETYIOUKOBAsS OOCTPYKIIHS
(M30IMpOBaHHAS WJIM B COYCTAHUU C CyOAOPTAIBHO).
Kputepuit cpenHexenynoukoBoit ooctpykuuu — /1
>30 MM PT.CT. B TOKO€ MJIM TIPOBOIIUPYEMBIi [1].

Kputepuem ooctpykuuu BTITK cunraeTcs yBeanue-
nue I'/l B BTTIK >16 MM pr.cT. B mokoe [120].

2.1. XXanoObl n aHamHe3
¢ Y BCcexX TMalMeHTOB PEKOMEHIOBAH IETaTbHBIN
aHaJIM3 Xajxo0 ¥ aHaMHe3a, B T.4. CEMEHBIN aHaMHEe3 10
3-ro mokoneHus (c60p aHAMHE3a U KajJo0 MIPU I1aToJIo-
iy cepaua u rnepukapga) [1, 3, 95, 194, 195].
EOK/PKO IC (VA 5, YYP C)

Kommentapuu. Muozeue nayuenmor He umerom x4#caiod
UAU OHU MANO03HaAUUMeNbHbl. B makux cayyasx duaenos
CMAasUmCes CAYHAiHO Ual no pe3yasmamam CKpUHUHaA.

Honscen bbims pewren 6onpoc 06 omauvuu UCMUHHO20
omcymcmeus CUMIIMOMO8 Om adanmauuu 3a cuem oopa-
3Q JCUBHU, NYMeM NPOGedeHUs. mecma ¢ MAKCUMAnbHOU
nepernocumoit OH u ouyernku 6uomapkepoé XCH 6 duna-
MuKe.

B paszeepnymoii cmaduu 3a6oaeéanus npu TKMII nau-
bonee wacmoimu Hcar0bamu A6AIIOMCs 00bIUIKA, CHUICEHUE
monepanmuocmu Kk OH, paznoobpasnvie bonesovie ouyuie-
HUsl 8 epYOHOU KaemKe Kapouaneuueckoeo u/uiu cmeHo-
Kapoumuueckoeo xapakmepa, Hapyulenus pumma cepoey-
Holl dessmeavHocmu (nepebou, yuaujeHHoe cepouedbuerue),
2011080KpYJICeHUe, NPECUHKONbL U CUHKONbI.

Bascno nomnums, umo manugecmayus KAUHUYECKUX
nposiéaenuit I'KMII 6 moaodom u noxcusom eo3pacme ume-
em cyujecmeeHHble pasnuyusl.

Moanodoti eo3pacm accoyuuposan ¢ cemeiiHol popmoli
3a004€8aHUsL U A6A5eMCSL BAICHOU 0emepMUHAHMOU msdicec-
mu meyenusl, PUCKa HedNceaamenbHulX Kapouo8ackyasipHbiX
cobbimuit, dokasaunvim hakmopom pucka BCC [25].

Heobxo0umo yuumsieams éce, 8 m.4. 0ONOAHUMENbHbIE
"nosvie”, paxmopwt pucka BCC, ocobenHo y Hocumeneil na-
MO2EHHbIX 8APUAHMO8, 8 M.4. } POOCMEEHHUK08 NPOOAH-
da — eenomun(+)/penomun(-) (cm. coome. pazodenvt).

Ilpu coope cemeiinoeo anamueza obpawarom eHUMAHUE
Ha mo, Obiau au 'y poocmeernuxos ykasanus Ha BCC, XCH,
CUHKONAAbHbIE COCMOAHUS, UMNAAHMUPOBAHHbIE INEKMPO-
kapouocmumyasmopot (9KC), uncysvbm é monodom eo3pac-
me u dpyeue cucmemHble 3a001€6aHUSI.

Iloxcunoii 6o3pacm accoyuuposar ¢ HecemeuHol Gop-
Motl 3a60aeanus u Komopouornocmoro (AI, undexc maccoi
meaa/oxcuperue, oucaunudemus, umemuueckas 0601e3Hb
cepoya (UBC)). Ilpu cbope xcanob u uccredoganuu aHam-
He3a 6 Koeopme nayuenmos 8 gozpacme cmapuie 60 rem
HeobXxo00umo makdice NOMHUMB O GbICOKOU Hacmome 8bl-
A6AeHUs. amuaoudosa cepoya y auy ¢ Heobsscrumou IJIK
u cepoeuHoil Hedocmamo4Hocmyio ¢ coxpanenuoi DB, ko-
mopas eapvupyem om 6% oo 16% [ 154, 196].

2.2. dusukanbHoe o6cnegoBaHme

* ¥V Bcex MalMeHTOB PEKOMEHYeTCsl CTaHIapTHOE
(usukanpHOE 00CIeNOBaHNE CEPIEIHO-COCYANCTON CHU-
CTeMbI, BKJTIOUAIOIee ayCKYIBTAIlAIO cep/lia (aycKyabra-
1S TeparneBTuyeckas), usmepenue AJl Ha nepudepu-
YECKUX apTepusiX, MPU HEOOXOAMMOCTU — TMOBTOPHOE,
a TakXe Jiexa, CUsl, CTOsI, UCCIIeJOBaHUE ITyJibca, W3-
MepeHMe 4acToThl cepaneouenus, mpu @I — nepuiur
mynbeca [1, 3, 197-200].

EOK/PKO IC (YA 5, YYP ©)

Kommentapuu. OcHosnoil duaenocmuueckuil npu3HaK
OTKMII — epybwiii cucmoauueckuil wiym 8vtbpoca, Komo-
Pblil 8bI64510M HAO 6Cell NOGEPXHOCMb cepiua, ¢ MAKCU-
MYMOM Ha 6epxXyuike U 6 4emeepmom medcpebepve cresd
om epyounsi. Cucmoauueckuili wym — HU3KOYACMOMHbLIL,
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Hocum xapakmep KpeujeH00-0eKpeujeHdo, 8blcAYIUUBAeMC s
8004b 1€6020 Kpas epyouHsl U ycuausaemcs nod 6030eii-
cmeuem aKmopos, y8eauuu8aruux GHympuicesyo0oKo-
evuil I/]: nepexod 6 gepmukansHoe noaodicenue, OUHAMu4e-
ckas OH, maxukapous, npuem nuwgu, npodba Barvcanrvest,
npuem nepugepuveckKux 8a3o0uramamopos.

boavuwuncmeo navuenmos ¢ oocmpykuyueii BT/I2K mak-
ace umerom ayckyrsmamughvle npuznaku MP. Co cmoponsl
dpyeux cucmem u opearos npu I'KMII ob6biuno kaunuvecku
3Hauumbvix omkaonenuil Hem [3, 20, 201, 202].

Y nayuenmos ¢ oocmpyxyueit BT/I2K wacmo 6vis615-
emcsi HeyCmou4u8oCcms apmepualbHoeo nyasca (3Havu-
mesnvhble konebanus YCC 6 opmocmaze u kaunocmase, 60
epems 600pcmMeosanus u cHa). Imo moxcem makice Obimob
00yc06/1eHO ABMOHOMHOU (8ecemamueHoil) uc@yHKuyuell
(cm. Pazden "I[lamoeenes”).

* Ilpu ¢pusukanbHOM 0OCIECAOBAHUM MAlLMEHTA pe-
KOMEH/TyeTCSI THIATeIbHOE NCCIeTOBAaHNE CUMITTOMATUKY
HE TOJHKO CO CTOPOHBI CEPICTHO-COCYANCTON CUCTEMBI,
HO U APYTUX OPTAHOB M CUCTEM, YTO MOXKET yKa3bIBaTh
Ha penokormu [KMII [69-70, 72, 74, 75, 181, 203-210].

EOK IB (Y11 4, YYP C)

2.3. JlabopaTopHas AMarHocTmka

* YV Bcex nmammenToB ¢ ' KMII mig BeigBiIeHUS co-
MyTCTBYIOIINX 3a00JI€BaHUI PEKOMEHIIYETCS PYyTUHHOE
nabopatopHoe o0ciemoBaHUE, BKJIoYalollee OOIIuii
(KJIMHUYECKUI) aHalu3 KPOBU U OOIIMI (KJIMHUYE-
CKWIT) aHaIW3 MOYM, aHAJIN3 KPOBU OMOXUMUUYECKUIL
o0mIeTepaneBTUIECKN (MccaeqoBaHUe YPOBHSI XOJie-
CTeprHA B KPOBU; MCCIEAOBAHNUE YPOBHS TPUTIIUIICPU -
JIOB B KPOBU; MCCIIENOBAHNE YPOBHSI Kaius B KPOBWU;
WCCIeJOBAaHUE YPOBHSI HATPUS B KPOBU; MCCIIENOBA-
HUE YPOBHS TJIIOKO3bI B KPOBU; OTIpPE/ieJIeHUE COOTHO-
1eHus 0eJKOBBIX (hpaKkLUil MEeTOIOM 3JeKTpodopesa;
orpesieieHe aKTUBHOCTU aJJaHMHAMUHOTpaHC(hepassl
B KPOBWU; OTpeaesieHne aKTUBHOCTU acTlapTaTaMUHO-
TpaHchepasbl B KPOBU; OTpeieJieHe aKTUBHOCTHU Kpea-
TUHKWHA3bl B KPOBU; MUCCJIETOBAHNE YPOBHS MOYEBUHBI
B KPOBU; UCCIIEOBAHNE YPOBHS KpeaTMHWHA B KPOBHU;
Hhcciea0BaHUE YPOBHS 0011ero OuMaupyouHa B KPOBU;
HCCIEJOBAaHNE YPOBHSI MOYEBOU KUCJIOTHI B KPOBU),
pacyeT CKOpOCTU KiIyboukoBoi (mibrpaumun [3, 203,
211].

EOK/PKO IC (VI 5, YYP C)

Kommenrapuu. Pymunnoe aabopamoproe obcaedoganue
nomoezaem Bbuis8UMb CONYMCMEYIoUuUe 3a001€6aHuUs, KOMO-
pble MO2Yym 8bI36amb UAU YCY2yOUms MUOKAPOUANbHYIO JUC-
@YHKYUIO U cocmoshue nayuenma.

Hccnedosanus ypogns N-KOoHUe8020 npomo3208020
Hampuitypemuueckoeo nenmuda (NT-proBNP) 6 kpoéu
u ypogHs mpononurog I, T 6 kpoeu (gvicokocneyuguy-
Hoeo cepdeurnoco mpononuna I uau T 6 kposu) He 6xo-
0sm 6 pymunHoe nabopamopHoe o0caedosanue, 00HAKO
UX 8bICOKUE YPOBHU ACCOUUUPOBAHBL C GbIPANCEHHOCIbIO
duacmoanuueckoii ducynkyuu, IJI2K, mayicecmoro QyHk-

YUOHANBHBIX HapyuweHuil (uwemuu muokapoa, npoepeccu-
posanue XCH) u nebaaeonpusmusim npoeHozom [3, 59,
60, 108, 186, 211].

Buicoxuii yposenv NT-proBNP u evicokouyecmeumens-
Hoeo cepdeunoeo mpononuna T accoyuuposansl ¢ cepdeuHoll
HeA0CMamoYyHOCMbrO U OpyeuMu cepoeuHo-cocyoucmoimu
cobbimusimu. Hecmomps Ha conocmagumble 3Ha4eHus. moa-
WUHbl CMeHoK Jicenyodouxos, snavenuss NT-proBNP ¢ naas-
Me Kpogu 6 3-5 paz gvlule y nayueHmos ¢ amuaoudo3om
cepdya. JlucnponopyuoHanbHo 8blCoKoe ygeaudeHue YpogHs
NT-proBNP npu amusoudusix KMII eaxcno yuumoieams
npu npogederuu ougpepenyuarbHoeo duasHo3a eHympu
TKMII-gpenomuna [212, 213].

Ilpu nodosperuu Ha Konkpemuyio gpenoxonuro T'KMIT
¢ yeavro npogedenus oughpepeHUUANbHO20 OUACHO3A PEKO-
MeHdyemces cheyuanvHoe aabopamoproe obcaedosanue [3,
74, 203, 204, 209, 210].

s uckarouenus AL-amunoudosza onpedensiom noka-
3amenu, xapaKkmepusyrnuue nia3moKiemoyHy0 Ouckpa-
3ui0:

a) uccaedosanue MOHOKAOHAABHOCMU Ne2KUX uenell
UMMYHO02A00YAUHO8 8 KPOBU MemOOOM UMMYHOPUKcayuu,;
uccnedoganue MOHOKAOHAABHOCMU A€2KUX Uenell UMMYHO-
2100YNUH08 8 Mo*e MemOoO0OM UMMYHODUKCAyUU,

b) nosviuwenue Konyemmpayuu 00HOU U3 C80000HBIX
Ae2KUX yenell UMMYH02100yAUH08 (8061eHeHHAs UeNnb) 8 Cbl-
60pomKe Kpogu u/uiu moue (Hegheromempuyeckuii Memoo,
Freelite™  Birmingham, UK) ¢ napywenuem ux Hopmans-
H020 coomHuoueHus: K/A;

¢) yeeauuenue Koauuecmea nAa3mMamuvecKux Kiemok
6 muenoepamme (00biuno om 5 do 10% no dannwvim yumo-
N02UHECK020 UCCAeD08aHUsL MA3KA KOCMHO20 M032a (Mue-
N02PaMMa)).

Amunoudnas ATTP-KMII seasemcs Heobpamumo npo-
epeccupyrouum 3a604e8aHuemM ¢ 8blCOKOU CMeNneHbio UH-
saauduzayuu credcmaue msadicen020 nopajiceHus cepoya,
nepugepuueckoil u/uru agmMoHOMHOU NOAUHEBPONAMULL.
Cmepmuocmo nayuenmos ¢ amuroudnoi ATTP-KMII
00bIYHO 516451€MCSl PEe3YAbIMAMOM npozpeccupyioweil cep-
deunoii nedocmamounocmu. I[locae nocmanoeéxu odua-
enoza amunroudnoit ATTP-KMII meduana eviicueaemo-
cmu 'y nayueHmos, He NOAYHAGUIUX NeHeHUsl, COCMAasAsiem
~2-3,5 eooa.

ATTP-KMII uacmo ne duaeHocmupyemcsi u3-3a moeo,
umo oHo Hanomuuaem odpyeue npuuunsvl 171K, 6 nepsyio
ouepedo 'KMII. Y nayuenmos ¢ ATTP-KMII (nacaed-
CMBEHHOU U NpUOOpPemeHHOl) MO2ym NPUCYMCMBEO8AMb
Kak KapouaivHble, MaK u HeKapoudaibHvle NPOsEAeHUs
U NpU3HAKU, Komopwle, 0COOEHHO 8 COBOKYNHOCMU, MO-
2ym yKasvleams HA Haauuue 3moeo 3abonsesanus [214].
Cpedu nux: XCH ¢ coxpanéunoii @B, nenepenocumocms
cmandapmubix npenapamoé oas aewenus XCH, nuskuii
8oabmadic omuocumenvho maccol JIXK. K nekapouanvhoim
CUMNMOMAM 3a001e6aHUs OMHOCIM CUHOPOM 3ANACHHO20
KaHana, cmeno3 NOSCHUYHO20 0MOeAd NO360HOUHO20 Kda-
Hana, Hapyulenus padbomol HceayO0OHHO-KUUWEHHO20 MPAK-
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ma u Jucpynkuyus nepughepuueckoil u ecemamusHoll
HepBHOIL cucmembl.

M ATTR-KMII nezasucumo om Opyeux nposiéne-
HUll pazpabomana 3muonamozeHemuyeckKas mepanus
(Tagpamuoduc 61 me (Bundamsic) b6uosxeusansenmet, Ho
He 83aumMo3ameHsiemM 6 nepecteme Ha mMe magamuducy me-
enomMuty 6 doze 80 me).

Jlannsie Hayuonanvhoeo peeucmpa Ppanyuu noxasaiu,
umo 8% nayuenmos, nanpasaenuvix no noeody I'KMII,
UMEIOm NamoeeHHY MyMayulo 8 eeHe MpancmupemuHa
[215]. Maurizi N, et al. o6napyxcuiu, umo pacnpocmpa-
HeHHOCMb KapouaabHo20 amuaoudosa cpedu nayueHmos
¢ nepeonauanvhvim ouaenozom I'KMII cocmasasem 9%,
u oHa ygeauuusaemcs ¢ eozpacmom: ¢ 1% e eozpacme 40-
49 aem do 26% y nayuenmos ¢ ozpacme >80 nem [216].

TKMII — smo duaeno3 uckarouenus: peHoKonuu, 8mo-
puunsle u cneyugpuueckue npuqunst 172K u eunepmpoguu
112K dononcrbl Gbime UCKAIOUEHbL.

B psaoe cayuaes cneyuanvHoe nabopamoproe 006caedo-
6aHue mpebyemcsi npu G03HUKHOGEHUU OCAOICHEHULL, UH-
O0YYUPOBAHHbIX NeKAPCMBEHHOL mepanueil, Hanpumep, npu
amuo0apoH-uHOyyupo8aHHoM 2unomupeose, amuo0apoH-
UHOYYUPOBAHHOM mupeomokcukose | muna, amuodapou-
UHOYUUPOBAHHOM MUPEOMOKCUKO03e 2 MUna, CMeulaHHoll
Gopme amuooapoH-uHOyyUpo8aAHH020 MUPEOMOKCUKO3A —
onpedenenue co0epicanusi AHMUmMen Kk 2OPMOHAM WUMO-
BUOHOIL Jcene3vbl 8 KPOGU; Uccaedo8aHue YPOGHs 00uleeo
MPUloOMUPOHUHA 8 KPOBU; UCCAe008aHUe YPOGHS 00ue20
MUPOKCUHA CbIBOPOMKU KPOBU, UCCAe008AHUE YPOBHS MU-
peompontoeo 20pmona & kpogu. IloopobHoe onucanue nped-
cmaeneno 6 Pazdene 3.1.8.1.

Hekomopbsie nokazamenu, no3eoasiowue npeodnono-
acums KoHKpemuolli duaenos genoxonuu I'KMII, npu-
sedenvt 6 maobauye 5, Ilpuroxcenue A3 u 6 mabauye 0,
Ilpunoxncenue A3.

Menuko-reHeTH4ecKoe KOHCYJIbTUPOBAHNE U TeHeTHYe-
cKoe o0cJieJoBaHue

* Meauko-TeHeTUYeCcKoe KOHCYIbTUPOBAHUE PEKO-
MEHIYeTCSI MTPOBOINTH BpauaM-TeHETUKAMW WJIN Bpa-
yaM KapAroJIoTaMU C OTBITOM BEICHUS TaHHOUW TPYTIIIbI
nauueHTon’. llenecoo6pa3Ho ydacTue Bpaua-TeHETUKA
B paboTe MyJbTUANCIUTIUIMHAPHON KOMaHIBl CIIEIIM-
aJIMCTOB, 3aHUMAIOIINXCS TUATHOCTUKOU U JIeUEHUEM
'KMIT [3, 20, 217].

EOK IC (VI 5, YYP C)

KommenTapuu. Meduko-eenemuueckoe KOHCYAbMU-
posanue pekomerndosarno navuenmam ¢ TKMII u ux poo-
CMBEHHUKAM, U 00AICHO 8KAOYAMb 8 cebsi 0bcydcieHue
N0Ab3bL, PUCKOG U 02PAHUMEHULI 2eHeMUYecK020 MmeCmupo-
eanus. Cmpameeus nevenust 001xcHa 6a3upoeamscs KaxK Ha
O0aHHbIX 2eHemMU4ecK0e0 Mmecmupo8anus, maxK u onupamscs
Ha pe3ynbmamol CeCMOPOHHE20 KAUHUYECK020, UHCMpY -
MEHMANbHO20 U A1a00pamopHoeo oociedosanus [25].

3 Mpodcranaapt 02.054 | Bpay-reHetuk | MpodeccroHanbHbie CTaHAapT

2023. https://classinform.ru/profstandarty/02.054-vrach-genetik.html.

* [Ilepen mpoBegeHMEM TEHETUYECKOTO TECTUPOBAHUS
PEKOMEHAYeTCsSI paCCMOTPETh BO3MOXHOCTD ITPOBEIACHMS
MIPETeCTOBOTO MEIMKO-TEHETUISCKOTO KOHCYJIBTHPOBA-
HUS, a TOCJIC TMOJIYYeHUS Pe3yIbTaTOB TeHETHICCKOTO
TECTUPOBAHMS IIJIST KOPPEKTHOI MHTEPIIPETAIINN PE3yiIhb-
TaTOB PEKOMEHIIYETCSI IIPOBOANTH MEIUKO-TCHETUTICCKOE
KOHCYJIBTUPOBAaHME B LIEHTPAX, CIICIINATN3UPYIOIINXCS Ha
TEHETUICCKOM OOCJICIOBAaHNN W TUMHAMUYCCKOM HaOJIO-
IEHUN CeMeil ¢ TeHeTMYeCKN-00YCIIOBICHHBIMA 3a00J1e-
BaHMSIMU cepaua [1, 41, 218-220].

EOK ITIaC (Y11 5, YYP C)

KomMmenTapuu. B xode meduxo-eeHemuueckoeo KOH-
CYAbMUPOBAHUS 8Ce NAUUCHMbL Q0ANCHbL OblMb NOAHOYECH-
HO 0C8e00OMACHbL O CMbICAE U 3HAYUMOCIU 2eHeMU1ecK020
mecmupo8aHusi, €20 03MOICHbIX Pe3yAbMamax, ux KAuHu-
YeCKoll 3HAUUMOCMU, a MAKICe 8 UeA0M 0 8O0NPOCAX IMUO-
namoeeHesa u HAcAe008aHUsl 2eHeMUYECKU-00YCA08NCHHBIX
cepdeyro-cocyoucmoix 3a601e8anuil.

PexkoMeHaamu no reHeTHYECKOMY TE€CTHPOBAHUIO MPO-
0annoB

+ [eHeTMYEeCKOE TeCTMPOBAHUE IMAIIMEHTAM C IOIO-
3peHHEeM Ha TeHETMIEeCKU-00YCIOBIICHHOE 3a00JIcBaHIE
CepPICYHO-COCYIUCTON CHUCTEMBI PEKOMEHIYETCS BBI-
TIOJTHSITh TOJIBKO B COUYCTAHWM C HaIJICXKaIlM MEINKO-
TeHETUYECKUM KOHCYNIBTHpoBaHueM [220].

EOK ITIaC (Y11 5, YYP C)

» Tenernmueckoe tectupoBanue npu 'KMII peko-
MEHIYeTCs BHITIOTHSATh B CepTUGUIINPOBAHHBIX TUATHO-
CTUYECKUX JTa00PaTOPUAX C SKCICPTHHIMM HaBBHIKAMU
B OIICHKE MAaTOTeHHOCTU TeHETHYECKUX BapMaHTOB, ac-
couMupoBaHHbIX ¢ nepBuuHbiMu KMII, cornacHo co-
BpeEMEHHBLIM peKoMmeHmauwmsm [1, 3, 218-220].

EOK IB (VI 5, YYP C)

* B mepedyeHb TEHOB IIPU T€HETUICCKOM TECTUPO-
BaHuu 1pobaHnoB ¢ [ KMII (Bkimrogast cirydad TocMepT-
Hoit JIHK-nuarHocTMku) peKoOMEeHIyeTCs BKJII0YaTh
TeHBI C YBEPEHHO MOKa3aHHOW MPUYMHHOU POJIBIO
B otHomieHun ['KMII. B Hacrosiee BpeMst 3TO Te€HBI
MYH7, MYBPC3, TNNI3, TNNT2, TPM1, MYL2, MYL3
n ACTCI [1, 3, 57, 219].

EOK IB (VI 5, YYP C)

* VY nauuenroB ¢ 'KMII (BkJtouast ciiyyaum mocMepT-
Hoit JIHK-anarHocTuKuM) NMpy TUIMTMYHOMU, aTUNUYHON
xkinHnueckoin kaptuHe 'KMII unu mpu momo3peHun
Ha Y4EeTKO OYepUYeHHBIN reHeTnuyeckuii cuHapom ¢ [JI2K
TEHETUYECKOE TECTUPOBAHMUE C IIEIbIO0 YTOUHSIOIICH T1a-
THOCTUKHU PEKOMEHAYETCS MMPOBOIUTD C UCITOJIb30BAHUEM
0oJiee IMMPOKOTO CIEKTpa uccieayeMbix reHoB (ACTCI,
ACTN2, ALPK3, ANKRDI, CSRP3, FHLI, FLNC, GLA,
JPH2, LAMP2, MYBPC3, MYH6, MYH7, MYL2, MYL3,
MYPN, NEXN, PLN, PRKAG2, PTPN11, RAF1, RITI,
SOS1, TCAP, TNNCI1, TNNI3, TNNT2, TPM1, TTR
u VCL) [1, 3, 57, 218-220].

EOK IB (Y11 5, YYP C)

* PexoMeHOyeTCS pacCMOTPETh BO3MOXKHOCTH BHI-
MMOJTHEHUS TTOCMEPTHOTO TeHETHYECKOTO MCCIICIOBAHMUS
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00pa3loB 3aKOHCepBUpOBaHHBIX TKaHel wim JHK mna
yMEpIIUX MalUeHTOB ¢ MaToMOP(OIOTUYECKU O -
tBepxkaéHHO ['KMII, uyToOB MMETh BO3MOXHOCTh
BBITIOJTHUThH KACKAIHBIN TEeHETUYECKU CKPUHUHT POJI-
cTBeHHMKOB [3, 20, 33, 181, 191].

EOK ITaC (Y1 5, YYP C)

Kommentapuu. [Ipogedenue eenemuuecikoco mecmu-
posanus npu TKMII moxcem nocums ouaenocmuueckuil
U npeduKmueHbLil Xapakmep.

B nepsom cayuae eenemuueckas ouazHoOCmMuKa s164s-
emcs 4acmoio UHCIMPYMEHMO8 OUAZHOCMUYeCK020 NOUCKA
u npuszearna nomousv ¢ noomeepxcoenuu ouazrosa I'KMIT
npuU HaAUMUU CMEPMOIL UAU HENOAHOU KAUHUYECKOU Kapmu-
HblL, @ MaKce npu HAAUMUU IKCMPaKapoualIbHbiX nposeie-
HULL 3a001e8aHUsL 0151 UCKAIOHEHUST CNeUUGUHeCKUX NPUYUH
TKMII-gperomuna (gerokonuii y 83pocavix u CUHOPOMHbBIX
Gopm y demeir) [3, 19, 20, 27, 221, 222].

Ouenka namoeeHHOCMU Kaxc0020 HAll0eHH020 8 pe-
3yAbmame MecmMupo8anus 2eHemu4ecKoeo 6apuanma
004%CHaA NPOBOOUMBCS 8 COOMBEMCMBUL C PeKOMEeHOA-
yusmMu AmMepukancKoll Koateeuu MeOUUUHCKOU eeHemuKu
(American College of Medical Genetics and Genomics —
ACMG) om 2015e, pexomenodayusamu POMT (2019), a mak-
Jce psadom ux modugpuxauuii u 0OnoAHeHuU, pa3padomaH-
HbIX 0451 0mOeabHo 83smbix eeHog [217, 223].

Ilpu 'KMII, 6 donoanernue K 8biuienepetucAeHHbIM UC-
MOYHUKAM, 00513amMeNbHbIM O0KYMEHMOM 0451 UHmepnpe-
mayuu pe3yabmamos eeHemueck020 Uccie008anus s6as-
emcsi pyKkoeoocmaeo no oyeHke eapuanmog ¢ eene MYH7
[21].

PekoMeHnnanum no reHeTHYECKOMY U KJIMHIIECKOMY Te-
CTHPOBAHUIO POJICTBEHHUKOB

* Jlna npobanmoB ¢ 'KMII, y KoTopbiX ObLIN BbI-
SIBJIEHBI BAPMAHTHI C HEYCTAHOBJICHHBIM KIMHUYECKUM
sHaueHueM (VUS, III kiacc maToreHHOCTH), PEKOMEH-
JIyeTCSI PacCMOTPETh BO3MOXXHOCTH BBITIOJTHEHUST Te-
HETUYECKOTO TECTUPOBAHUS OOJIBHBIX POJACTBEHHUKOB
¢ 'KMII (cerperaliluoHHBIN aHaNM3) IJIsSI YTOUHEHUS
KJIacca maToreHHOCTH BapuanTa [3, 20, 219, 220].

EOK IIbC (V111 5, YYP C)

* B cnyuae, ecnu y npodanga ¢ 'KMII BuisiBIeHBI
MIpUYUHHBIE TeHEeTHYecKue BapuaHTel [V-V kiacca mna-
TOTEHHOCTH (TTaTOTEHHBIE U BEPOSTHO-TIATOTEHHBIE), €TO
B3POCJTBIM POJICTBEHHUKAM PEKOMEH/IYETCSI pACCMOTPETh
BO3MOXHOCTh MTPOBEACHUSI TEHETUYECKOTO TeCTUPOBa-
HUS (KaCKaJHOTO CEMEMHOTO CKPUHWHTA) IS BBISIBIIC-
HUSI/UCKITIOUEHUST HOCUTEIbCTBA TEX K€ TeHETUIECKUX
BapMaHTOB, KOTOPbIE OBLIN BBISIBICHBI Y TIpobaHmaa |3,
20, 21, 219, 220, 224].

EOK IIbC (V111 5, YYP C)

* B cnyuae, ecnu y npodanna ¢ 'KMII BwisiBaeHbI
MpUYWHHbBIE TeHeTUYecKre BapuaHThl [V-V kiacca mna-
TOTEHHOCTU (TTATOTEHHBIE W BEPOSTHO-TATOTCHHBIE),
€ro HECOBEPIIEHHOJETHUM POJCTBEHHUKAM PEKOMEH-
JlyeTCsl TeHeTUYEeCKOe TeCTUpOBaHME (KacKaJHBI ce-
MEUHBIN CKPUHUHT) JIJII BBISIBIICHUSI/UCKIIIOUEHUS HO-

CHUTEJIbCTBA TEX K€ TeHETMUYECKNX BapMaHTOB, KOTOPHIC
OBUIM BEISIBJICHBI Y TIpoOaHIa, HadnmHas ¢ Bo3pacta 10-
12 neT, ecam ceMeHHBIN aHAMHE3 He TpebyeT mHoTO [1,
3, 218-220].

EOK ITIaC (V1111 5, YYP C)

» KimmHauueckoe obcinegoBanue, Bkiovaiomee DKI,
OxoKI' n mmutenbHOEe TUHAMUUYECKOe HaOJIoIeHne, pe-
KOMEHJIyeTCsI pOACTBEHHUKAM IIEPBOM CTEIICHH POACTBA,
Y KOTOPBIX BBISIBJICH TOT XK€ MPUINHHBIN TeHCTUICCKUIA
BapuaHT (BapuaHThl) IV-V knacca matoreHHoCTH (T1aTo-
TEHHBI U BEpOSITHO-MATOT€HHbIN), UTO 1 y Npobanaa [1,
3, 218-220, 225].

EOK IB (Y11 5, YYP C)

* PoncTBeHHUKOB IIEPBOIl CTEIIEHW POICTBA, Y KO-
TOPBIX HE OOHAPYKEH TOT K€ MMPUIMHHBIN TeHeTHIeCKUIA
BapuaHT (BapuaHThl) IV-V knacca matoreHHoCcTH (T1aTo-
TCHHBI W BEpOSITHO-TIATOTEHHBIN), YTO M y MpodaHza,
PEKOMEHIYETCS BBIBECTH U3 HAJbHEHIIEro JUHAMUUYC-
CKOT0 HaOJIOICHUSI, HO ¢ peKOMEHIAIMel 00paTUThCS
3a ITOBTOPHBIM 00CIIEAOBAHUEM, €CIIM Y HUX Pa30BBIOTCS
cumnToMbl KMIT uiu nosBgITcs HOBbIE, UMEIOIIME OT-
nomenue Kk 'KMII xnunnuyeckue nanneie [1, 3, 218-
220].

EOK IC (Y1 5, YYP C)

* Ecau reHeTnueckuii ckpyHUHT pobaHay ¢ TKMIT
He MPOBOAMICH, KINMHUYecKoe obciaenoBanue ¢ DKI
u OxoKI' pexomeHayercs 11si poJCTBEHHUKOB MEpPBOi
CTEIEHU POACTBA Kaxable 2-5 yer (win 6-12 Mec., ecnu
MMEIOTCS TUAarHOCTHYEeCKN He3HaYMMBIe aHoOMaIun) |1,
3, 218-220, 225].

EOK ITIaB (YA 5, YYP C)

KommenTtapuu. /IpeduxmugHbiii eenemuyeckuil cKkpu-
HUHe OCHOBAH HA UCHONb308AHUU UHPOPMAYUU O KOHKDPem -
HOUl eeHemMu4ecKoi npu4uHe 3a004e8anus, U0eHMupuUUUpo-
BAHHOU Y 2eHOMUN-NO3UMUBHO20 Npobanda, das onpedene-
HUSL HOCUMENbCMBA NAMO2eHH020,/8EPOSMHO NAMO02EHHO20
sapuanma y e2o poocmeeHHuKo8. Lleavro danHo2o cKpuHuH-
2a s165emcsi onpeoenerue HeodXo0uMocmu pecyaspHoil ouc-
naHcepu3ayUU U NPUUEAbHO20 KAUHUYECK020 HAOAHOeHUs
NpU HAAUYUU NAMO2CHHO20 8APUAHMA, A MAKJICe UCKAI0Ye-
HUe Heobxo0uMocmu makKoeo CKPUHUHea NPu OMCymcmeuu
HOCUMeAbCMea 3mMo2o 8apuUanma.

Ilpu nposederuu KackaoHoeo CKPUHUHEA YN€HO8 CeMbl
npobanda peKkomeHOyemcs coHemams e20 ¢ KAUHUHEeCKUM
obcaedosaruem cepdeuHo-cocyoucmoll cucmemot (aHamHe-
cmuyeckue dauntvle, 06sekmuenblit ocmomp, DKI u IxoKI)
(ecm. mabauyy 7, Hpuroxcenue A3).

* B cembsx nnpob6annoB ¢ TKMII, y koTopbix He Obl-
JIO BBISIBJICHO TTaTOTEHHBIX/BEPOSITHO TTATOTCHHBIX Bapy-
aaToB (IV-V kiacca) B reHax, oTBeTCTBeHHBIX 3a ' KMII
(TeHOTHIT-HeTaTUBHBIC), KaCKATHBIA CeMEWHBIN CKpU-
HUHT ¢ IUaTHOCTUYCCKUMU IICJISIMU BBHITIOJHSITH HE pe-
KoMmeHayered [1, 3, 218-220].

EOK IIC (Y1 5, YYP C)

* PerynapHoe nuHaMHWYecKOe HAOMIOACHNE W KIIU-
HUYCCKNU CKPUMHUHT HE PEKOMCHOYIOTCS TEHOTHII-
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HEraTUBHBIM POACTBEHHMKAM T€HOTUII-TO3UTUBHBIX
npobangoB ¢ TKMII [1, 3, 218-220].
EOK IIC (Y1 5, YYP C)

2.4. UHcTpyMeHTanbHble AMarHocTmyeckue
uccnegoBaHus

Daekrpokapauorpacdusi u monutopupoBanne HDKI

Hsmenenus npu cranmaptHoit DKI mMoryt Habm0-
natbes yxe y Hocuteneid 'KMII-accounupoBaHHBIX
MyTanuii (reHOTUN-TTOo3UTUBHBIX/[JI2K-HeTaTUBHEIX),
T.e. Ha goruneprpoduueckoit ctaguu 'KMII. K takum
npusHakaM oTHocsTcsT RVI<KRV2>RV3, nusmeHenus pe-
TTOJIIPU3AIIAN, PETUCTPAIINS TTaTOJOoTHIecKoro Q-3yo1ia
(y meteit). OmHAKO IIPU COMOCTABICHUU CO 3IOPOBBIMU
JINIIAaMH 3TU U3MEHEHUsI, 00J1amass BBICOKOU CITeII(hbIY-
HOCTbIO (98%), mMoOKa3ajayd HU3KYI0 YYBCTBUTEIbHOCTh
(25%) 226, 227].

Y naumenTtoB ¢ "kiaaccuueckuMm (penorunom’ I'KMIT
B 75-95% cayuyaes DKI' B 12 oTBeeHHsAX ABISIETCA AHO-
MaJibHOM, BKIoYas npusHaku [JIZK, perucrpanuio maro-
Jormgeckoro Q-3yoma m u3MeHeHus penoJsipu3amu | 180,
228, 229].

Y HekoTopbIX naureHToB (~5% B3pocibiX U 10 3%
nmereif) DKI' MoxeT OBITH HOpMaNIBbHOM. B 3T0i rpytme
KJIMHUYECKOE TeueHue 3a0osieBaHus ObLIO OoJiee Oaro-
MIPUSITHBIM IO CPaBHCHUIO C TMAIIMEHTAMU, ¥ KOTOPBIX
nMmenuch anomanun Ha DKI [230].

BrImensiioT HeCKOIbKO MaTTepHOB, XapaKTEPHBIX I
"knaccuyeckoro peHoruna" 'KMIT:

1. ITaromormueckme Q-3yOIIbI B HIDKHE-00KOBBIX OT-
BEICHUAX (IIPH 3TOM B OTBEICHUSX C ITATOJIOTUUCCKIMU
Q perucTpupyroTcs MOJIOXUTEIbHBIe T — Tak Ha3bIBae-
Mast Q/T-IUCKOpIaHTHOCTD) + M3MEHEHUS PeIoJIsIpr3a-
mu + [JI2K (kputepun Rombhilt-Estes);

2. Turanrckue cummerpuaHbie (-)T-3yOIBI — TIpH
BepxyumeuHoit 'KMII (TpaH3uTopHOE yriiyojieHue OT-
puaTeTbHBIX T MOXET CBHIETEILCTBOBATh 00 MIIIEMUH,
TpeOytomeil peBacKyasspuzanun) [231];

3. "IIceBmo-STEMI" mattepH (mombeM cermeHTa ST
n/nnn Beicokue (+)T B 2-x u Oosee MociieqoBaTeIbHBIX
OTBEACHUSX TPU OTCYTCTBUU OJIOKAIBI JICBON HOXKU
myuka Iica) [180];

4. Jlempeccus cermeHTa ST,

5. Hecneundnueckne nsmenenus cermenta ST u 3y0-
ma T wa OKI [232, 233].

®parmenTtanusg kKomiiekca QRS (fQRS) y mamnm-
eHTtoB ¢ 'KMII MoxXeT cBUIETEILCTBOBATh O HAJTUYUU
oyaroB ¢ndpo3a B Muokapae. Kpome toro, fQRS moxker
CITY>KUTbH XOPOIIINM MapKepOM-KaHINUIATOM TSI TIPOTHO-
3UPOBAHUS KeJIyI0UYKOBbIX HapyuieHuin purma (2KHP)
y mammeHToB ¢ TKMIT [234, 235].

* Perucrpanus s1eKTpoKapaIruorpaMMbl peKOMEHIy-
eTcsl BCeM TalMeHTaM IIpH TIepBUYHOM OOCIIeIOBaHUN
¢ nopo3peHueM Ha 'KMII, nmocie moctaHOBKM TMarHo3a
B TIpoliecce moadoopa hapMaKoTepaIii, IOCIe XUPYPIH-
YeCKUX W SHIOBACKYJISIPHBIX BMEIIATCILCTB U TIPU M-

HaMMU4YecKoM HabmomeHnn Kaxnble 12-24 mec. [3, 180,
219, 203, 230, 236-239].

EOK IB (Y1 3, YYP B)

* Bcem nauuentam ¢ 'KMII npu yxyaiieHud cum-
NITOMATUKU, TIPH Moadope (papMaKOTepany, IOCIe XH-
PYPIrUUCCKHUX U DHIOBACKYISIPHBIX BMEIIATENIBCTB, TIPU
IUHAMMYECKOM HaOJIOACHNY PeKOMEHIYeTCs TIOBTOPHAST
peructpanuss DKI ¢ menpio BHIABICHUS HapylIeHUM
CepACUYHOTO PUTMA M IIPOBOAUMOCTH, UIIIEMUN MUOKap-
na [3, 199, 203, 230, 236-238].

EOK IB (Y1 3, YYP B)

* BceMm manmentam ¢ 'KMII He3aBucuMO OT cuM-
NTOMATUKN PEKOMEHAYeTCS ITOBTOpHAST PEeTHCTPAIIUS
OKI xaxmbie 1-2 Toma ¢ 1Iebl0 BEIIBICHUS HapyIICHUH
CepACYHOTO PUTMA M IIPOBOAUMOCTH, UIIIEMUN MUOKapP-
na [3, 199, 203, 230, 236-238].

EOK/PKO IIaB (VI 3, YYP B)

* Peructpanus DKI pekomenmyercss Kak KOMITOHEHT
CKPUHUHT-AJITOPUTMA Y POACTBEHHUKOB TIEPBOI CTEIIe-
HU poxcrsa manmeHTos ¢ TKMIT [3, 199, 203, 230, 236-
238].

EOK IC (Y14 5, YYP C)

Xouareposckoe MoHuTopuposanue (XM) cepaedHoro
purma npu 'KMIT

BOrm3onsl HeycToiunBoil KT BXOmIT B IIKaIy prcKa
BCC. CymecTByeT Bce 00IbIIE JOKA3aTEIBCTB TOTO, YTO
TakMe apuTMuUu y mMoaoabix nauueHToB ¢ 'KMII sgB-
JISTIOTCST 00J1ee IIEHHBIM ITPOTHOCTUICCKAM IIPU3HAKOM
BCC, yem y maumeHTOB cTapiie 35 JeT.

Ecnau y manueHTa MpUCYTCTBYIOT CUMITOMbBI, XM
CEepIACYHOr0 PUTMa JOJIKHO IPOIOJIKATHCS IO TeX IT0p,
IIOKa 3TH CUMIITOMBI HE TIPOSBITCSI BO BPEMsI HOIIICHMUS
MOHHTOpA. Y HEKOTOPHBIX MAIEHTOB C PEOKUMU CUM-
MITOMaMU MOXKET IOTPeOOBaThCA MCITOJIb30BaHUE TIOP-
TaTUBHBIX WA UMIDIAHTHPYEMBIX MOHUTOPOB. ITosToMy
nauueHtaM ¢ TKMII, y KOTOpbIX BO3HUKAET y4allleHHOE
cepaneObreHne MU TOJIOBOKPYKEHHUE, PEKOMEHIYETCS
MIPOBOIUTH IIUTEIbHOE (>48 1) XM cepmedHOoro puTMma.

*+ XM cepaeyHOro puTMa peKOMeHAyeTcsl BceM IIa-
nueHTaMm ¢ TKMII, B T.4. aCUMIITOMHBIM, C 1I€JIbIO BbI-
sBJieHns HapymeHuii putMa cepama (PI1 u 2KT) u mpo-
BoauMocCTH g cTpatTudukanum pucka BCC u ot6opa
KaHauaaTtoB g uMmintantamum MKJI*** [3, 127, 128,
200, 203, 240-242].

EOK uner/PKO IC (Y11 3, YYP B)

* IIpoBenenue XM cepaeyHoro putma (ONTUMasb-
HO TIPOIOJDKUTENIBHOCTBIO 48-72 1) peKoMeHIyeTcsl TIpu
MMEPBUYHOM KIMHUYECKOM 00CIIeIOBaHNM, TIPU ITOI00-
pe aHTHAPUTMUYECKOU TepaItii, MOCIe XUPYPIUIeCKIX
¥ SHIOBACKYJISIPHBIX BMEIIATENIBCTB M TIPW TUHAMMYIC-
CKOM HaOJmoneHnn Kaxasie 12-24 mec. [3, 200, 203, 236,
240, 243].

EOK ITaC (Y1111 2, YYP C)

Kommentapun. Q11 sieasiemces Haubonee pacnpocmpaneH-
HbiM HapyuleHuem pumma y navuenmos ¢ ' KMII u ochogHbim
NpeouKmopom CMEpmMHOCMU, CEA3AHHOU ¢ cepOeUHOll Hedo-
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cmamoynocmoro. Ee wacmoma ecmpeuaemocmu ¢ 'KMIT
3HAUUMENbHO Bblule, YeM y Adell aHAN02UYHO20 803pacma
6 obweil nonyasauuu, cocmaeasis om 18% do 28%. Oodnako
UCMUHHYIO YACMOMY 8CIMPeHaeMoCmu CAOMNCHO OUEHUMb U3-
3a cayuaes, koeda PII moxcem ocmasamucsi He3aMeHeHHO.
Buoisieaenue xkaunuuecku nenposieaennou DII, komopas 06-
Hapyxcueaemcsi moavko npu daumensHom XM cepdeunoco
pumma, umeem 8ajcHoe 3Havenue 045 OUeHKU cmpameuu
AedeHusl U NPoPUAAKMUKU UHCYAbMA, NOCKOAbKY PUCK Uule-
muueckoeo uncyavbma y nayuerumos ¢ I'KMII u DI1 eviuie 6 8§
pa3 no CPABHEHUI ¢ NAUUEeHMAamu Ha curycogom pumme [1].

* Pekomenayercsi UMIIJITAaHTALIUSI TIETJIEBOTO PETH-
cTpaTtopa JJjisi HOJTOBPEMEHHOUW PETHCTpaiuu 3JeK-
TPUYECKON aKTUBHOCTH TPOBOSIIEH CUCTEMBI Cepala
C 1IEJIBIO BBISIBICHUSI HAPYIIEHUIN CEPAECYHOTO PUTMa
y TAIMEeHTOB C Xajlo0aMu Ha 4YacThie cepleOueHusI,
y KOTOPBIX MPU JJIUTEIbHOM MOoHUTOpupoBaHuu HKI
MPUYMHA OcTasiach HeYyTOUHeHHOI [3, 137, 203, 244-247].

EOK IIaC (Y1 3, YYP B)

* IMamuentam ¢ 'KMII 1 gononHuTeIbHBIMU (haK-
topamu prcka PIT (mumaramms JIT1, crapueckuii Bo3pacr,
XCH III-1V ®K), koTopble He UMCIOT IIPOTUBOITOKA3a-
HUII K Ha3HAUYEHUIO aHTUKOATYJISTHTOB, PEKOMEHIyeTCs
PaccMoTpeTh BOBMOXHOCTH BBITIOJTHEHUST PACIIIMPEHHOTO
ambOysaTopHoro MoHUTOpUpoBaHusa DKI ¢ 1enbio BbI-
SIBJICHUSI aCUMIITOMHBIX TTapokcuzMoB DI1 mpu nepBud-
HOM 00cJieIoBaHWM, B TIpoliecce rmoadopa (apmakoTepa-
MUY ¥ TIpYA IMHAMWYECKOM HaOmoneHnn (Kaxnopie 12-24
Mec.) [203].

EOK uner/PKO IIbC (YA 5, YYP C)

Kommenrapun. Adexeamuas oyenka Hapyulienuii pum-
Ma u npoeodumMocmu Kpumu4ecku Heodbxoouma oas cmpa-
mugpuxauuu pucka BCC, nosmomy 6 HeKomopwix cay4asx
HeoOxo0um oaumenvholit IKI-monumopune. Kpome pymun-
H020 cymouHoeo moHumopuposanusi IKI, 603modxcHol gapu-
aumol: 48/72-uacosoii MOHUMOPUHE, HAPYICHBII NEMAeBOll
peaucmpamop, pecucmpamop coOblmuil, UMHAGHMUPYeMbLI
nemaeesoil peeucmpamop. IKI-duaecnocmuxa doaxcrha no-
emopamocs Kaxcovie 12-24 mec., onmumanvrHo npooosxci-
menvHOCMbI0 48 u.

Tlokazanuem k XM cepdeunoeo pumma s1645emcs nosig-
AeHue y nayueHma jxicanob Ha cepoyeduenue u/uau 201060-
KpyoiceHue.

Heobxod0umo yuumosieams, ymo HapyuleHuss pumma
U npogoouUMocmu mo2ym Ovims 00ycA08AeHbl NPOBOOUMOLL
mepanuei.

IDKT-npusznaxu, nomoearuue 8 ougpepeHyuarvHol
duaenocmuxe T'KMIT u ¢peroxonuii 'KMII, npedcmaenerui
6 mabauue 8, Ilpunoxcenue A3.

OxoKT'

OxoKTI-uccnengosanue manueHTaM HEOOXOIMMO BbI-
TIOJTHSTH B COOTBETCTBUY C OTEYECTBEHHBIMU U 3apy0eK-
HBIMM pEeKOMEHIALUSIMU Mo 3XokKapauorpapum AHA,
ASE (American Society of Echocardiography) u EACI
(European Association of Cardiovascular Imaging) [1,
192, 205, 248-255].

* Bcem mauumentam ¢ nogo3peHueMm Ha KMII misa
BoIsiBeHUs1 [JI2K 1 BHYTpHXETyA0UKOBOI OOCTPYKIIUU
Mpy TePBUYHOM OOCIEA0BAHUM PEKOMEHAyeTcs TpaHC-
topakanbpHast DXoKI (TT-Dxo0KI') ¢ mpoBoKalmOHHOMK
npo6oit Banbcanssel [178, 203, 256-261].

EOK IB (Y1 4, YYP C)

* Bcem mammentam ¢ 'KMII nsmepenue makcu-
MaJbHON OMACTONWYECKON TONIIMHBI MHoKapma JIZK
pPeKOMeHIyeTcsl TIPOBOINTH B 2D-pexknme Mo KOPOTKOM
ocu JI2K Bo BceX cerMeHTax, OT 0a3aJbHBIX JO BEPXYIIKI
[110, 251, 252, 256, 262-264].

EOK IC (Y1 4, YYP C)

* Bcem maumentam ¢ 'KMII pekomenayercs Tia-
TeJIbHasI OLieHKa auacToiandeckoit pyHkuum JI2K, Bkito-
Yast TPAaHCMUTPATbHBIIT KPOBOTOK, KPOBOTOK B JIETOU-
HBIX BeHaX, TKaHEBYIO JOMILICporpaduio, m3MepeHUe
pa3mepa 1 oobema JIIT pis ctpatudukanum prucka BCC
[108, 122, 178, 203, 265-269].

EOK IC (Y1 4, YYP C)

+ CUMNOTOMHBIM MallMEHTaM ¢ MaKCUMalbHBIM /]
B BTJI2K (B mmOoKOe MM CIIPOBOLMPOBAHHEIM) <50 MM
PT.CT. peKoMeHayeTcsa TmpoBeaeHUe ctpecc-TT-DxoKI
IUTST BBISIBJIEHUST MpoBolLMpyeMoii ooctpykuuu BTJI2K
u cTtpecc-mHmyumpyemoit MP [84, 123, 130, 178, 203,
259, 260, 270-274].

EOK IB (Y1 4, YYP C)

* ACMMIITOMHBIM MalMeHTaM ¢ MakcuMaibHbIM ['J]
B BTJIK (TT0KOS M MHAYIHPOBAaHHBIM) <50 MM pT.CT.
PeKOMeHAyeTCa PacCMOTPETh BO3MOXKHOCTb BBINOJIHE-
Husa ctpecc-TT-OxoKI, ecan Hanmune oOCTPYKIUU
MMeEET 3HauYeHUue IS peKOMeHOAui 1Mo 00pa3y XXU3HU
W Ha3Ha4YeHWUS JIeKapcTBeHHOU Teparuu [84, 203, 259,
270, 271].

EOK IIbC (VI 4, YYP C)

* ¥V OOJIbHBIX ¢ CYyOONTUMAJIbHBIM Ka4eCTBOM H30-
OpaxkeHUsI UM ¢ mpenaroaaraeMoi anukaiabHou [TI2K
WIN anuKaabHOU aHeBpm3aMoil JIXK, mian aTUIIMYHBEIM
NaTTepHOM TUIEPTPOGUU, PeKOMEHIYeTCS BbINOJIHEHUE
OxoKI' ¢ konTpactupoBanueM monoctu JIZK kak anb-
tepHatnBa MPT cepaua [1, 255].

EOK IIaC (Y1 5, YYP C)

* MHTpaKOopoHAapHOE KOHTPACTHPOBAHWE MHOKAap-
na mpu TT-3xoKI Bo Bpems mmarHoctuueckoir KA
peKOMeHyeTcs TalueHTaM, ¥ KOTOPbIX TIAHUPYETCS
DCA, 11g naeHTUGUKALIMNA TTOIXOAIIeit I admauun
CeTTaJbHOI BETBU KOPOHApHOIT apTepuu [255, 275-278].

EOK IB (Y1 4, YYP C)

* [MoBtopubie DxoKI-uccienoBaHus peKoMeH-
ayorca 6onbHbIM 'KMII nipu u3aMeHEHUM KIWMHU-
YeCKOTO CTaTyca, IIpH ITOSIBICHUM HOBOI CepIeyHO-
COCYOVCTON CUMIITOMATUKH, OLEHKHN 3((HEKTUBHOCTU
MIPOBOIUMOMN TepaIlluy WA XUPYPTHICCKOT0/9HI0BAC-
KYJISIDHOTO JICUCHUS IJISI CBOCBPEMEHHOTO BEISIBIICHMUS
OCIIOKHEHUU W IMHAMUKHN PEeMOACIUPOBAHUS Cepalia
[84, 259, 260, 279].

EOK IB (Y1 4, YYP C)
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+ OxoKI pekomeHmyeTcsi Kak KOMITOHEHT CKPUHWHT-
aJlIropuT™Ma 4ieHOB cembu 0ojibHOTO 'KMII, ecnu xots
OBbI OTMH U3 HUX HE SIBJISIETCST TEHOTUIT-OTPULIATETHHBIM
U BBISIBIIEHA aCCOIMUPOBAHHAS C 3a00JIeBAHUEM TeHHast
myTaums [181, 224].

EOK IC (Y1 5, YYP C)

Kommentapuun. Tpebyemcsa ucnonvzogams pacuiupem-
Hotil npomoxon IxoKI, adanmuposarnnbiii Kk duasHocmuke
TKMII. Ilepeuens nokazameneil, 8x00auux 6 npomoKon
TT-9xoKI, npedcmasnen ¢ mabauue 9, Ilpusoxcenue A3.

3abonresanus (kpome OFKMII), npu komopwix moxcem
peeucmpuposamocs nosviuienue IJ1 ¢ BTIIK u SAM-
cundpom (IICA MK), npedcmasnenvr 6 mabauye 10,
Ilpunoxncenue A3.

s dughgpepenyuanvroit duaenocmuxu ¢ geroxonusmu
u npu evibope xupypeuueckoi maxmuku npu I'KMII mo-
2ym UCHOAb308aMbCs DONoAHUmMenbHole onyuu npu IxoKT,
npedcmasenenvt 6 mabauye 11, Ilpunroxncenue A3.

IxoKI-naxodku, nozeoasruue oupgepenyuposams
TKMII u gpenoxonuu 'KMII, npedcmasnenst 6 mabauye 2,
Ilpunoocerue A3 u mabauye 12, Ipunoxcenue A3.

Pekomennanuun no upecnumeBoanoii DxoKI mpu
I'KMII

* WuTpa/mepuonepanimoHHas 4pecCIUIeBOIHAS
OxoKI (UIMT-Ox0KT) mpu CMD pekomeHnayercs maiim-
eHTaM ISl YTOYHeHUus MexaHu3Ma ooctpykuuu BTIIK,
KOHTPOJISI XUPYPTUIECKOUN CTpAaTernu, OLUEHKHU MOCTXM-
PYPTUYECKNX OCJIOXHEHUI U BBISIBICHUS] OCTAaTOYHOMN
obcrpykuuu BTJIK [253, 275, 276, 280-283].

EOK IC (YA 4, YYP C)

* Pexomennosano BeimosHeHne YII1-DOxoKI kak
ansrepHatuBbl MPT mia mauuentoB ¢ 'KMII npu BbI-
Oope BUIa orepaTUBHOTO BMemiateabcTBa CMD unm
DCA, y KOTOPHIX He siIceH MeXaHn3M oocTpykimu BTJI2K
WU TSt olleHKU cocTosiHust MK wim eciiu peructpupy-
eTcsl BeIpaxkeHHast M P, TpearnosoXuTebHO He CBSI3aH-
Hast ¢ SAM-cuanpomoM (ITCJI cTBOpoK), a 00yCIIOBIICH-
Has co0cTBeHHBIMU aHoManuamu MK [1, 203, 253, 275,
276, 280-283].

EOK IIaC (Y11 4, YYP C)

* [TTammentam ¢ 'KMII npu BeimonHenun DCA mig
KOPPEKTHOTO OTIPENeIEHUST 1IeIeBOI 30HBI BO3IEHCTBUS
pekomeHnayetcst uHTpaoneparonHoe YI1-OxoKI ¢ uH-
TPaKOpPOHAPHBIM KOHTPACTUPOBaHMEM MUOKapna [255,
275-278].

EOK IIaC (Y11 4, YYP C)

IIpoBenenne npoBOKANMOHHOI MPOObI BasbcaabBel 11t
JIMATHOCTHKH JaTeHTHOi o0cTpykumu BTJK

IIpo6y Banbcanesel pu TT-DxoKI cremyeT mpo-
BOJUTDH B TIOJIOXKEHUU TAIIMEHTA JieXa Ha JIEBOM OOKY.
[ManmenTy cnemyeT HAMPsSYb MBIIIIIBI TIEPEIHEN OpIOII-
HOU CTEHKHM, YTO TIOBBINIACT BHYTPUOPIOIIHOE U BHY-
TpurpyaHoe nasieHure. KOHTpOIb ypOBHST HAMPSIKEHUSI
11€JIeCO00Pa3HO OCYIIECTBIISITH C TIOMOIIIBIO YCTPOUCTBA,
TIPECTaBIISIONIETO MAaHOMETP, COCNMHEHHBIN ¢ MYH/I-
IITYKOM; TIPU 3TOM TIAllMEHTa MPOCIT YAepKMUBaTh Ha-

MpsDKCHME, YTOOBI JaBJIeHNE Ha MaHOMETPE COCTABIISIIO
20-40 MM pr.cT. Bo Bpemst mpo6b1 BaabcaibBBI peTUCTpH-
pyeTcsd MakcumalibHas CKOpoCTh KpoBoToka B BTJIZK
C MCIOJIb30BaHMEM MOCTOSHHO-BOJHOBOTO IOTILIEpA.
Ecnu B monoXkeHnM malreHTa jiexka Impoba oTpUIaTesb-
Has, TO peKOMEHAYeTCS IIPOBECTU MIPOOY B ITOJOKCHUN
CHIS U CTOSI.

MPT

* MPT cepana ¢ KoHTpacTUpoBaHUEM (IIPA OTCYT-
CTBUU IPOTUBOIIOKA3aHNI) PeKOMEHIYeTCs BHITTOJTHUTD
KaK MUHUMYM OIMH pa3 ITOCJIe TTOCTAaHOBKU IHarHo3a
IT'KMII nmnst yrounenust naHHbIX OxoKI (amaToMum
cepaua, GyHKUMU XKeTyIO0UYKOB), a TakKXKe BbISIBJICHUS
W OLICHKU pacIpoCTpaHEHHOCTH (pmbpo3a MUoKapia
u uckmoueHust peHokonuit TKMIT u npyrux 3abonesa-
Huit [284, 285].

EOK IB (Y1 4, YYP C)

KommenTtapun. Heobxodumocms vinonnenus MPT 6oi-
3eana mem, umo TT-OxoKI moxncem HekoppeKmHO oueHuU-
8amov MOAWUHY MUOKAPOA 8 HeKomopuix ceemenmax JIK,
0CO0OEHHO 8 ANUKAAbHBIX, HEe BbIAGASIMb ANUKANbHbIE AHeE-
PU3MbL HeOOABUIUX PA3MEDPO8.

* MPT cepana ¢ KOHTpacTUpoBaHUEM (IIpU OT-
CYTCTBUM TIPOTUBOITOKA3aHUI) peKOMEHAYeTCs BbIIOJI-
HUTb MalMEHTaM, KOTOPbIM TMokKa3aHa peaykuus M2KIT,
n y Kotopbix TT-DxoKI' He mo3BoJISIeT onpeneInTh aHa-
TOMUYeCKUii MexaHu3M obctpykuuu BTIIZK, nis o6o-
CHOBaHUS BbIOOpa Metona penykuuu MXKIT [1, 286].

EOK uwer/PKO IC (VI 5, YYP C)

* PekomeHayeTcs paccMoTpeTh BO3MOXKHOCTb Bbl-
noaennss MPT cepnia ¢ KoHTpacTUpoBaHHEM (IIpU
OTCYTCTBUHU IIPOTUBOIIOKA3aHMIT) TIPW TOMO3PCHUM Ha
aNMKaJIbHYIO WM CpelHexeaynoukoByo Gopmy 'KMII
¥ anKaibHyI0 aHeBpusmy JIZK [203].

EOK uwer/PKO IIbC (VI 5, YYP C)

* Pekomennyercsi paccMOTpeTb BO3MOXKHOCTD BbINOJI-
Henuss MPT cepana ¢ KoHTpacTUpOBaHMEM JIJIsI MALIACH-
ToB ¢ 'KMII nipu udMeHeHUM KJIMHUYECKOTO WJIU Te-
MOIWHAMMYECKOTO CTaTyca, C IIEJIbI0 OICHKNA TMHAMUKI
Mopdo-dyHKkunoHanbHEIX M3MeHeHUt JIK (OB JIK,
MaKCUMaJIbHasI TOJIIIMHA MUOKapaa, Pa3BUTHC alTUKab-
HOIT aHeBpU3MBI) [1].

EOK uwer/PKO IIbC (VI 5, YYP C)

* Pekomennyercsi paccMOTpeTb BO3MOXKHOCTh BbINOJI-
Hennst MPT cepilia ¢ KOHTpacTMPOBaHUEM POACTBEHHU-
KaM IIpoOaHa IepBoil JTMHUU POACTBA, CCIIM IIOCTAaHOBKA
IMarHO3a 3HAYMMO BJIMSICT Ha 00pa3 KMU3HM (HaIIpuMep,
3aTIpeleHne COPeBHOBATEIBHOTO cIIopTa), a mpu DXxoKI
nMeeTCs HU3K0Oe KauyeCTBO M300pakeHMsI, MW JaHHBIC
TOTpaHNYHbIC/COMHUTEIbHBIC, YUI €CTh N3MCHECHUS Ha
OKI, a OxoKI 6e3 oTkiioHeHMI OT HOpMEI [220, 275].

EOK uwer/PKO IIbC (VI 5, YYP C)

« [lammueHTaM C TIpeaIrojlaraeMbIMU (heHOKOITUSIMU
T'KMII (amunmounmo3s cepaiia u apyrue, cM. [IpumoxeHnue
A3, tabmuust 1/A3, 5/A3, 7/A3, 11/A3) pekomenmayer-
cq BoimoJHenne MPT cepana ¢ KOHTpacTUPOBaHUEM
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C 1IeJIbIO BBISIBICHUST CIIEIM(DUISCKUX TSI KOHKPETHBIX
denokonuit marrepHos [71, 75, 206, 287-291].

EOK IIaC (Y111 4, YYP C)

Kommentapun. [layuenmam c npeononsaeaemvim amu-
A0UO030M cepdua peKoMeHO08aHO 04 Nep8OHAUANbHOU
dupghepenyuanvroii duaenocmuxu TTR-amunroudoza u AL-
amunoudoza npu kowmpacmuoi MPT ucnoavzosams wkany
QALE [292]. lllkasra QALE npusedena 6 Ilpunoxcenuu I'6
(OQALE. Illkana ons dughghepenyuansroii duaenocmuxu ATTR
¢ nomouipro kowmpacmuoi MPT cepouya).

* Pekomenayercsa BoimoaHenue MPT cepaiia ¢ KoH-
TPaCTUPOBAHUEM IO OTEPAINU XUPYPTUUECKOU U HEXU-
pyprudeckoit penykuuu MXKII mist oueHKM xapakTepa
U pacmpocTpaHEHHOCTU Tuneptpodun u (Gpudpoza Muo-
kapna [70, 74, 206, 287-291].

EOK IIaC (Y11 4, YYP C)

* Ananu3s usobpaxenuit MPT cepaua u cocynoB
PEKOMEH/IYeTCS BBITIOTHSTh CTIEUATNCTAM, UMEIOIUM
OTBIT B BU3yaJM3allM CEpAlla M OLIEHKE 3a00JeBaHUMI
muokapaa? [3, 293-295].

EOK IC (YA 4, YYP C)

* PekomeHnayercsi pacCMOTPeTbh BO3MOXKHOCTb BbI-
noanenuss MPT cepalia ¢ KoHTpacTUpoBaHUEM IS T1a-
uueHToB ¢ nopo3peHremM Ha ['KMII u comHUTEeIbHBIMU
pesyrabraTamMu TT-Ox0KI' ¢ morpaHMYHBIME U paMu
TOJMIIMHBI MUOKapaa [203].

EOK ner/PKO IIbC (Y1 5, YYP C)

Kommenrapuu. MPT ne umeem npucyuwux IxoKI oepa-
HUu4eHuil u seasemcs "3010Mmvim cmanoapmom” oueHKU moa-
wuHsl Muokapoa u oosemos JIK u IIK (6oavuie mounocms
UsMepeHuil U 0CNPOU3800UMOCIb, MeHblUle 0Nepamopo3a-
8UCUMOCMb), NOIMOMY NPU OMCYMCMEUU NPOMUBONOKA -
3aHull, ecau nossoasiom pecypcol u onvim, MPT doaxncna
paccmampusamocsi 015 navuenmos ¢ IKMII 6 kayecmee
0a306020 memoda uccredosanus [275, 294-297].

MPT maxace nozeonsem ucciedosamov cmpyKmypHble
U3MeHeHUs. 8 MUoKapode, m.e. eeHe3, Haiuuyue U pacnpo-
CMPAHEHHOCMb MUOKAPOUanbHo20 ubposa. Memoduka oc-
HOBAHA HA MOM, YO 8 YHACMKAX MUOKApOa ¢ puopo3HbIMU
U3BMEHEHUSIMU BblSIBASIeMCsL (heHOMeH NO30He20 HAKONAeHUSs
NapamazHuUmMHo20 KOHMPACMHO20 Beulecmea — 3a0epiucKa
svimbieanusi Gd-codepoicaujeco KOHMPACMHO20 8eujecmea
npu ckaruposanuu cepoya 4epes 10-15 muu nocae eeo
8HYympugenHo2o eeedenus. Haauuue pacnpocmpanennozo
@ubposa seasiemcs nNPeOUKmMopom HeeamueHo20 pemooent-
poeanus, pazeumus cucmoauueckol ouchyuxyuu u XCH,
a makoice OMHOCUMCsL K OONOAHUMENbHbIM PAKMOopam puc-
xa BCC. Ilpu naruuuu ¢uodpo3Hsix uzmeHeHull 6 Muokapoe
JIK 6 koauuecmee >15% maccor JI2K puck BCC 3nauu-
meAbHO 8o3pacmaem.

Ilpu MPT svisiasromes 2 0CHOBHbIX hammepHa hubpo3a:

1. Buvipascenno HeoOHOPOOHbLIL UHMPAMYDANbHYIU DU~
0po3 6 npedenax Haubosee YMONUEHHBIX Ce2MEHMO08, KOMO-
Pblil HA 2UCMOA02UMECKOM YPOBHE ABASEMC OMPAdICEHUEM
npsamoeo delicmeust "npuMUHHO20" eeHemMU4ecK020 8apUaH-
ma u MOAeKYAAPHO20 NAmMozeHe3d, Nposieasoue2ocs ouc-

Komnaexcayueil KapouoMuouumog u Molule4HblX 60A0KOH —
henomen "disarray”, pubposom pasHoii cmenenu evipadiceH-
Hocmu.

2. 3onvt Qubpoza moeym obvimo evisienenv 6 MXKIT
6 nepedueil u/uru 3a0Hell obaacmsx, 6 mecmax coeouHe-
nus cmenok TIK u JI2K (m.n. "right ventricular insertion
points”). Cuumaemcs, umo s3mom mun Qubposza moxncem
Habawdamscs yice Ha HAYAAbHBLIX cMadusx 3a001e6aHUs
u yacmo ecmpeyaemcs npu T'KMII, oonaxo ne seasemcs
abcontomuo cneyuguuHbiM 045 3moeo 3abonresanus. Takoli
Mun KOHMpAacmuposaHus Mojicem makice aCmpeuamoscs
npu "cnopmusnom cepdue” uau Kapouonamuu, 8bl36AHHOU
apummuei. Cyumaemcs, ymo 3mo UHMePCMUUUANbHbLI
@ubpos uru npomexncymounuiii penomun IHI, nayarvras
cmadus [112, 275, 298].

Ilapamempot, komopuie Heobxo0umo ouenums npu MPT
cepdua y nauyuenma ¢ 'KMII, npedcmaeaensr 6 mabau-
ue 13, Ilpunroxcenue A3.

Y Hocumeneii mymauuii ¢ doeunepmpoguueckoii cma-
ouu T'KMII npu MPT modcrHo ebisseums "manvie aHomaiuu
cepoya” — kpunmot muoxkapoa, anomaruu MK, anuxarvroe
cmeujeHue nanuatsapHolx moluy. Ha dokaunuueckoii cma-
duu y Hekomopeix nayuenmos c eenomunom(+)/genomu-
nom(-) moeym 6vimo evisieaenvt 30nvt IIHI (cm. aneopumm
duaenocmuku Ha dokaunuveckoi cmaduu) [296, 299, 300].

IIpu MPT cepoua makice bl16A10MCA AHOMAAUU AR~
napama MK (cm. mabauyy 13, Ipunoxcenue A3).

Kpome 3nauumocmu 6 duaenocmukxe 'KMII, MPT cepo-
ya uepaem ponv 6 duaenocmuke ¢peroxonuit TKMII. Tlpu
amunoudose 3ouvl [IHI onpedensiromess npeumyujecmeeH-
HO 8 UHMPAMYPAAbHLIX U CYOIHOOKAPOUANbHBIX 0mMOenax
Hcenydoukos. Dmo HaKonieHue He 3a6UCUm Om 30H KPO-
80CHaAbMCeHUs MUoKapda, moxcem HaAbAOOamMbcs 60 8cex
cmpykmypax cepoya. ns amuaoudosa cepouya makxoice
XapakmepHo Haauyue HCUOKOCMU 8 HOA0CmU nepukapoa
u ymoawenue MXKII [290, 291].

IIpu 6one3uu Andepcona-Pabpu — Haruuue uHMpamuo-
Kapouanvroeo ITHT uawe eceeo no 3a0He60k080my ceemeH-
my Ha 6azarvHom u cpednem yposusx [301]. Y cnopmceme-
Hoe ¢ 112K omcymcemeyiom 30oubt IIHT (uckarouerus — cm.
Pazden "TKMII u 172K y cnopmemenos”) [302].

KT/myasrucnupansuas KT

* [Taumentam ¢ FKMII, y KOTOpbIX HU3KOE Ka4€CTBO
OxoKI m3obpaxenus, a nmposenene MPT mpoTuBo-
MOKAa3aHo, /IS OIEHKHW TOJIIMHBI MUOKapJa U pa3Me-
POB TIOJIOCTE cepliiia pekoMenayeTcs BbimosHenune DKI -
cuaxpoHusupoBanHoil KT/mynaprucnupansHoit KT
(MCKT) cepnaira ¢ KOHTpaCTUPOBAaHUEM CepAlla U OICH-
Ko TonmuHbl Muokapaa JI2K B KoHeuHy10 nuacToiry
[1, 203, 275, 303].

EOK IIaC (YA 5, YYP C)

Kommenrtapun. H3zmepenue moawunsl Muokapoa npu
KT/MCKT cepouya caedyem nposodums 6 KoHeunyr dua-
cmony.

KT cepoya, kpome anamomuueckux daumHuix cepouya,
no3eonsem makoice GU3YAAU3UPOBAMb KOPOHAPHblE ap-
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mepuu, oyeHu8ams Ux npoxoOUMOCMb U aHamomu4eckue
ocobenHocmu, Haaudue MUOKAPOUAAbHbIX "MbIUEHHbIX MO-
cmukos”, umo uepaem 8axicHyro poas é ouacnocmuke UbC,
6 m.u. npu T'KMII y nayuenmos cmapuieii 603pacmHoil
epynnot. Ilpu KT/MCKT cepouya makoice eviseasomest ou-
eepmukyavl u Kkpunmol cmenok JI2K — npusnaxoe 'KMIT
Ha paHHell cmaduu pazeumust 3a001€8aHUSL.

MCKT cepoua, umeroujas 8vicoKoe nPOCMPAHCMBEHHOE
paspeuienue, no3gonsem obecneyums MoyHoe umeperue
moAwUHbL, Maccol muoxkapoa, obsema xeeayodouxos u DPB.
Cpagnumenvroe uccaedoganue NOKA3aA0 BbICOKYIO MOY-
Hocmos memoda MCKT, conocmasumyto ¢ pe3yavmamamu
memoda MPT cepoua [304, 305].

Ilo cpasrnenuro ¢ MPT, munycom MCKT seasemcs 60-
Aee HU3Koe 8peMeHHoe paspeuierue, Ay4eeds Hazpy3Ka Ha
nayuenma npu Uccae008anuU, HU3KAsL KOHMPACHMHOCHb
MsieKux mKauell npu oyeHke no3oHeeo0 KOHMpAacmupoeanus,
Ymo No360s5em OyeHUms MoAbKO KPYnHble 30Hbl puopo3a
[305].

Cuunrurpadus

* Pekomenayercsi BBITIOJIHEHUE CUUHTUTpadun
muokapna ¢ IMupdorex 99 Tc (VOIBAO3 Texneuwmii
99m-nmpodocdar) marmuentram ¢ 'KMII, y KoTopsix
rogo3peBaercsa KapananbHbiii ATTR [181, 203, 206, 288,
306, 307].

EOK I1aB (Y 3, YYP B)

Kommenrapuu. Cyunmuepagus muoxapda (00nogho-
monHnaa smuccuonnaa KT) makoce moxucem ucnonvio-
6amvcsi 045 UHCMPYMEHMAAbHOU OUAeHOCMUKY UleMUlU,
noomeepicoeHus 3HAUUMOCMU CMeH03d INUKAPOUANbHBIX
KOPOHApHbIX apmepuil npU NOSPAHUMHBIX 3HAYEHUSIX cmene-
Hu cmernosa npu KAT.

Ilpu nodospenuu Ha amusoudos cepoua, caeoyiouUM
wazom seasemcs ouggepeHyuanrvHulilt 0uazHo3 amuiouo-
uoix TTP-KMII u nopasxcenus cepoua npu AL-amunoudose.
Hcmopuuecku 3010muim cmandapmom duazHocmuku 0viaa
andomuokapouanshas buoncus. B nacmoswee apems mak-
ace 0ocmyneH HeuH8a3UBHbl N00X00 ¢ NOMOWbIO CUUHMU-
epaghuu muoxapoa ¢ ocmeomponHviM paduogapmnpenapa-
mom. Imom nooxod, enepsvie onucaunwiii Gilmore ¢ 2016e,
eKaouen ¢ Pexomendayuu 3Kcnepmog Ha 0CHOBE KOHCEHCY-
ca 20192 [308, 309].

Cyunmuepagurw muoxkapoa ¢ ocmeomponHsiM paouo-
gapmnpenapamom MoAuCHO NPOBOOUMb ¢ AH0bIM U3 3 pas-
auunbix gpocgponamos, odnaxo é Poccuiickoit Dedepayuu
wupoko npumensiemcs moavko 99mTc-nupoghocgham (nu-
pogocgpam mexueyusi). Amepukanckoe 00uecmeo s0epHoll
kapouonoeuu (ASNC) nedasno evinycmuno npakmuye-
cKue pekomeHndauuu no eusyaaruzauuu 99m-mexueyuii-
nupoghocghama, ommemue 6biCOKYIO 4Y8CMBUMENbHOCHb
u cneyugpuurnocms 6 evisereHuu amusouonvix TTP-KMII
U 803MOJCHOCMb JupdepeHyuposams ee om Opyeux Mmunos
amunoudosa cepoya 6e3 Heobxodumocmu duoncuu.

Cywecmeyem 0éa no0xo0a K KoAU4ecmeeHHOMY AHAAU3ZY
Hakonaenus paduogapmnpenapama é mMuokapoe: noayKo-
AuYecmeeHHbvlll U KoauvecmeeHnubvii. Iloayxoauvecmeenmbiil

no0xo0 @KAUaem 8U3yanbHOe CpasHeHUue ¢ HAKONAeHUem
8 kocmsx (pebpax) uepes 3 u:

Cmenenv () — nem Haxonnenus 6 cepoue u HOPMAAbHOE
Haxonaexue 6 Kocmsx (pebpax);

Cmenenv 1 — ecmv HakonaeHue 6 cepoue, HO MeHbule,
uem HaKonneHue  peopax;

Cmenenv 2 — Hakonaenue 8 cepoue pasHoO HAKONACHUIO
6 pebpax;

Cmenenb 3 — Hakonaenue 6 cepdue boavuie, yem HaAKO-
naexue 6 pedpax ¢ yMepeHHbIM UAU OMCYMCMEYIOUWUM HA-
KonneHuem 6 pedpax.

Ilpu nodospenuu Ha amunoudos cepouya cmeneHv HAKO-
naenuss 8 muoxkapoe 2 uau 3 (MA0CKOCMHAs cyunmuepagus
u oonogpomounnas smuccuonnas KT), ¢ couemanuu ¢ ana-
auzamu 0 uckaruenus AL-amunroudosa, noomeepicoaem
duaeno3 ATTR-KMII.

Bascno ommemums, umo npu HaAUMUU KAaKo2o-aubo
NAGHAPHO20 HAKONAEHUs cAedyem GblNOAHUMb 00HOGO-
MOHHYH SMUCCUOHHYIO momozpaguro, 4umobdsl yoedumuocs,
umo Habawoaemoe HAKONAeHUe HAX00umcs 6 Mmuokapae,
a He 8 KPOBSHOM 0eno UAU NPUNe2aioujux KOCHHbIX CIMPYK -
mypax.

AnvmepHamugHo, KoauHecmeeHHblll N00X00 8KA4aem
uccaedyemyr 004acmo, pacnoN0NCeHHYH HA0 MUOKApOoM,
U uccaedyemyro 064acms aHan02UMH020 pasmepa, pacnono-
HCEHHYIO HA0 KoHmpaamepasvhuim aeekum. CoomHouleHue
Hakonaenus 6 uccaedyemoii obnacmu cepoya Kk KOHmMpAa-
mepanvrHomy neckomy moxcem onpedeasmo Haaruyue ATTR-
KMII:

1. Coomuowenue >1,5 ykazvieaem na ATTR-KMII;

2. Coomnowernue om 1,0 do 1,5 seasemcs neonpede-
NEHHBIM,

3. Coomnowenue <1 ne yxaszvieaem na ATTR-KMII.

He3zagucumo om pe3yabmamoe s10eproii cyunmuepaguu,
2Mo uccaedosanue eceada credyem co1emams ¢ Uccaedosa-
Huem Ha Haauyue AL-amusoudosa.

Takoice no dannvim cyunmuepaguu ¢ 99mTc-nupoghoc-
gamom eo3modxcna mounas Jupghepenyuarsvras ouacHoc-
muka AL- u ATTR-amunsoudosa cepdua (npu ycroeuu uc-
KAIOUeHUsI MOHOKAOHANbHOU 2aMMAanamuy HeonpeoeaeHH020
3nauenus) [68, 28§].

Ilo3uTponnas 3muccruonnas romorpacdus

IMo3uTpoHHast sSMUCcCCUOHHAs ToMorpadust MUoKapaa
(ITOT) MoOXeT MCIOIB30BAThCS IISI MHCTPYMEHTAIBHOM
JUATHOCTUKYU WIIEMUU, TTOATBEPKICHUS 3HAUYUMOCTHU
CTeHO03a dMUKAPAUATBHBIX KOPOHAPHBIX apTepuil Mmpu
TOTPAHUYHBIX 3HAYECHUSIX CTETIEHW CTeHO03a MPU KOpO-
HapHo#T anruorpadum [203].

TI9T nu MPT gBIgoTCsS PeAITOYTUTEIBHBIMU METO-
Jamu Uit uccnenosanust nepgysuu nmpu OH.

IIOT MoxXeT UCIoMB30BaAThCST TSI UCCIETOBAHUS KO-
poHapHoOi niepdy3uun U MeTabor3mMa Muokapaa (paauo-
dapmmpemnaparsl — duynge3okcuriaokosa (18F) (ATX
V091X04 ¢dryne3okcurmoko3a (18F)), Harpusa amerat
(1-11C), Azor-13 (ATX V09GX [dpyrue pagurodapma-
IIEBTUYECKNE CPEACTBA JJISI TUATHOCTUKU CEPACYHO-
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cocynucToii cuctemnl), Boga (130), pyounusa (82Rb)
xyopun (ATX V09GX04)) u muarHOCTUKM aBTOHOMHOM
IUCGYHKIIMU cepalia.

ITpu 'KMII MOXeT BBISIBJISITbCSI HapylLlIeHWEe oOpat-
HOTO 3axBaTa HeHpoOMeInaTOpOB M YMEHBIICHUE TIIOT-
HOCTH OeTa-aapeHOPEICIITOPOB.

KAT

KAT gBnsieTcst MeTonoM BbIOOpa IMAarHOCTUKM Ha-
JINYUSI W BBIPAXKECHHOCTH OOCTPYKTHUBHOTO ITOPAXKCHUS
SIUKAPIUATHLHBIX KOPOHAPHBIX apTepHIiA.

* Bspocawim manumentam ¢ 'KMII ¢ npenoTrBpa-
meHHot BCC (mociie yCIemHBIX peaHMMaIllMOHHBIX
MEpONpUsATUIt), TaleHTaMm ¢ yctoiuusoi KT u namu-
eHTaM CO CcTaOMJIbHOI cTeHoKapaueit >3 DK (1o xmac-
cudpukannm KaHamcKoro cepaedHo-COCYIUCTOrO O0IIIe-
ctBa — CCS) pekomeHmyeTcsl BHITIOJIHEHE WHBA3UBHOM
KATI mnu KT-anruorpadum ¢ 1eiblo IMarHOCTUKU 00-
CTPYKTHBHOTO TTOpaKeHUS 3MUKApIUAIBHBIX KOPOHAp-
HBIX apTepuii [1, 3, 90, 203, 310].

EOK IC (YAJ 5, YYP C)

* [lammenTtam ¢ 'KMII ¢ TUIIMYHBIMU OOJIIMU
B rpyaHoii kiIeTKe (<3 DK creHOKapaum mo Kiaccubpm-
Kammy KaHaackoro cepaedHo-CcOCyaMCTOro O0IIecTBa —
CCS), y KOTOPBIX €CTh IIPOMEXYTOUHAs IIPEATECTOBAS
BEPOSITHOCTh arepockiaepoTudeckoir MBC ¢ yueToMm
Bo3pacTa, moJyia 1 (haKTOpOB pHCKa aTepOCKIIepo3a pe-
komeHnayetcs BbinosHeHue KAI wiu KT-anruorpadus
C IIEeJbI0 TUATHOCTHUKHM OOCTPYKTUBHOTO MOPaXKCHUS
SMHMKapIUaTbHBIX KOpOHApHBIX apTepuii [1, 3, 90, 203,
303, 311].

EOK IIaC (Y111 5, YYP C)

* Bcem manmentam ¢ 'KMII crapmie 40 et peko-
Menayercs BeirtorHeHMe KAT mm KT-kopoHaporpadun
1o penykuuu M2KII, He3aBUCMMO OT HAJIMYUST TUTTMYHO-
IO CTCHOKAPIUTUICCKOTO OOJIEBOTO CUHAPOMA C IIEIBIO
INATHOCTUKN OOCTPYKTUBHOTO ITOPAXKCHUS STHMKaAPIH-
aJIbHBIX KOPOHApHBIX aptepuii [3, 303, 312, 313].

EOK IIaC (Y11 4, YYP C)

Kommenrtapuu. Heobxodumocms KA duxmyemcs oco-
bennocmoio epauebnoi makmuxu. Ilpu INOCA y nayuen-
moe ¢ TKMII nosieasemes Heobxo0umocms 8 NOCMAHOBKe
CMeHmos npu menvuueil, 4em npunamo y navueumos ¢ UbC,
cmenenu cmenosa, m.e. npu cmenosax <50% (cm. Pazden
"Nuaenocmuxka TKMII y omdeavHbix Kameeopuil navyueH-
mog" u Pazden "l[lamoeenes”) [90, 91, 98, 101, 314].

HNuBa3uBHOE M3MepeHne JaBIeHus B MOJIOCTSIX cepana

* PekomeHmyeTcsl BBITIOJTHEHHUE UPE3BCHO3HOM KaTe-
TepHU3alliy Ccepala Ijisd OleHKN (PYHKIIUU XKEIIyIOUKOB
1 JaBJieHUs 3aKIMHUBaHUS JIA y ITaliieHTOB, KOTOPBIM
IUTAHUPYETCST TPaHCIUTAHTAIIAS Cepllia MU MeXaHMde-
cKas TojyiepKKa KpoBooopamenus [315-320].

EOK IB (Y11 3, YYP B)

* YV CUMIOTOMHBIX MAlIMCHTOB C HEOIPeACTIeHHBIMU
pe3yIbraTaMi HeMHBAa3WBHON BU3YyaIM3allliM Cepala pe-
KOMEHIYETCS PACCMOTPETh BO3MOXKXHOCTD BBITTOTHECHMUS
ype3BeHO3HOU KareTepu3anuu cepama (JIK n IT2K) ms

oleHKH TsekecTn ooctpykunu BTJIK/BTIIK n n3mepe-
Hus gaBiaeHus HamoaHeHus JIZK/TIK [85].

EOK IIbC (YO 4, YYP C)

DIeKTPo(PU3N0JI0THIECKOE TECTUPOBAHHE

* BuHyTpucepmedHoe 371¢KTPO(OU3NOTIOTHIECKOE HC-
clleJoBaHNEe PeKOMEHIYeTCs MalleHTaM C JOKYMEHTH -
POBAHHBIMU MEPCUCTUPYIOIIUMU WIN NEPUOANYECKU-
MU HaIXeNyaoukKoBbiMU TaxukKapausmu (TII, npen-
cepmHas TaXUKapaus, aTpUOBEHTPUKYJISIpHAsS Y3JI0Bast
PUCHTPU TaxXUKapAus, TaXUKapIus, OIMOCpeIOBaHHAs
M00aBOYHBIMU TIPOBOASIINMH MYTSIMUA) W MaACHTaAM
C CHHIPOMOM PaHHETO BO30YXKICHUS XKEIYyIOUKOB, IS
naeHTU(PUKAIINU cyOcTpaTa abmauuu u jaedeHus [137,
245, 321-324].

EOK IC (Y1 4, YYP C)

* JI19 OTHENBHBIX MAIlMeHTOB C JOKYMEHTHPOBAH-
HBIMU, CUMITTOMHBIMHA, MOHOMOP(M)HBIMHI YCTOMUNBBIMU
(>30 c) KT pexkomenmyercss pacCMOTPETh BO3MOIKHOCTb
BBHITIOJTHEHUSI BHYTPHUCEPIACUYHOTO DIIEKTPODU3NOIOTH -
YeCKOT0 MCCIIeAOBAaHMS UIST MOCHTU(UKAIINN CyOCcTpaTa
abmaumu u nedenus [137, 323, 325, 326].

EOK IIbC (YO 4, YYP C)

Kommentapun. /layuenmam ¢ TKMII ne pexomendosa-
HO éHympucepoeuHoe 31eKmpohusuosoeutecKoe ucciedo-
8aHUE C NPOCPAMMUPYEMOLL Jceay0ouK080i CuMyasyuer
8 Kauecmee pymuHHOU npouedypvl 048 cmpamuuKayuu
pucka BCC [3, 126, 236, 325].

Harpy3ouHbie TecTbl

* Pekomennyercs BoimonHeHue DKI ¢ ®H (Tpe-
IMII-TeCT ¢ MoHUTOpHpoBaHueM DKI u AIl) mist cTpa-
tudukanum pucka BCC mamuenTtos ¢ 'KMII, npu Heno-
CTYITHOCTH 3procrimpomMerpun [3, 225, 327, 328].

EOK IIaB (V11 4, YYP C)

* CumnroMHBIM namueHTaM ¢ [KMII, y KoTopsIx
B mokoe MakcuMaibHbIi /] B BTJI2K <30 MM pT.CT., TIpH
npobe BanbcanbBel [/l <50 MM pT.CT. peKOMeHIyeTCS
nposenerne TT-DxoKI' B ycaoBHUsIX Harpy3km (CTpecc-
Ox0oKTI') mrs omnpeneneHNsS U KOJTUUESCTBEHHOM OIICHKU
onHamudeckoi oocrpykumu BTJLK [1, 192, 271, 274,
329, 330].

EOK IB (Y] 3, YYP B)

* AcumnTtoMHbIM nanueHtam ¢ 'KMII, y koTopsix
B mokoe MakcumanbHbIi [JI 8 BTJIDK <30 MM pT.cT.,
npu ipode Bambcanbper Il <50 MM pT.CT. peKOMeHIyeTCs
BemonHeHne TT-Ox0oKI' B ycmoBusx Harpy3ku (cTpecc-
Ox0oKTI') mis omnpeneeHNsS U KOJTUYESCTBEHHOM OIICHKU
InHamudeckoi oocrpykumu BTJLK [1, 192, 271, 274,
329, 330].

EOK ITIaC (V111 5, YYP C)

* ¥V nanuentoB ¢ 'KMII, y KOTOpbIX He SICEH T'eHe3
CHMIITOMOB WJIW CHIKeHUS ToyepaHTHocTH K PH pe-
KOMEHIYETCSI PACCMOTPETh BO3MOKHOCTD BBITIOTHECHUS
crpecc-tecta ¢ ®H mepen pemykumeit M2KIT [1].

EOK uwer/PKO IIbC (YI1 5, YYP C)

* V¥V namueHTtoB ¢ 'KMII, y KoTopbIX Ipu AUHAMMU-
YeCKOM HaOIOICHNY HESICEH TeHEe3 CMMITTOMOB WJIM CHU-

240



KNMHWYECKME PEKOMEHZALNN

keHus1 TosniepaHTHOoCcT K DH, pekomenmyercss paccMoT-
peTh BO3MOXKHOCTh BBITIOJIHEHMS cTpecc-Tecta ¢ @H [1].

EOK ner/PKO IIbC (Y111 5, YYP C)

Kommenrtapuu. Bapuanmol Haepy30uHbix mecmog npeo-
cmasenenvt 6 mabauye 14, Ipunsoxcenue A3.

Bonpocul, Ha komopsle doadcHa omeemums cmpecc-
IxoKT (oaxcHbl ObimMb OMPadNCeHbl 8 3AKAOYEHUU):

1. Beauuuna napacmanus I'/] 6 BTJK na nuke naepys-
KU U 8 60CCIAHOBUMENLHOM Nepuooe;

2. Peakuus Al na naepysky;

3. Hnoyuyupyemcs au nHaepysxoil uwemus muoxapoa JIK;

4. Ycyeyoasemces au duacmoauueckas Ouc@OyHKuus
(E/A, E/e’);

5. Cmenenv usmenenuss MP na gone cmpecc-9xoKI'
(Ounamuueckas MP).

Haubonee nooxooum oas cmpecc-IxoKI' y nauuenmos
¢ I'KMII "nexcauuii eenoapeomemp”, Komopulii no36o0s1em
noayuwame IxoKI-uzobpasicenus Ha pazHviX cmMyneHsx Ha-
2PY304HOIL NPobbL (peKomeHOyemces pecucmpauisi NoKasame-
Aell na cmynenu Haepysku 50 Bm, nHa nuke Haepy3ku U @ 60c-
cmaHnogumenvHom nepuode). Hcnoavzosanue mpedmuia
U cudsue2o 8ea03p2oMempa He N0360sem pecucmpupos8ams
IxoKT-nokazamenu 6 npouyecce npogedenus Hazpy3Ku, no-
IMOMY pe2ucmpayus NPOB0OUMCsl HeMeOAeHHO nocie ee npe-
Kpaujenus u 6 goccmanosumenvHom nepuode. [lokazano,
umo makcumanrvhvil ] ¢ BT/I2K na nuxe naepysku u cpasy
nocae ee npexkpawenus noumu cognadarom [271].

Ilpu mpedmun-mecme npumensirom npomokoa bproca
uau moougpuyuposaruwiii npomokon bproca. Ilpu eenoapeo-
mempuu cmynenu mecma — 50-100-150 Bm.

Y nayuenmos ¢ 'KMII ne pexomendyemces npoeodump
cmpecc-9xoKI ¢ dobymamunom uz-3a 6v61cOK020 PUCKA UH-
oykyuu 2KHP. Kpome moeo, dodymamur modxcem cnpogou-
posams yeeauuenue /] 6 BTIK y nayuenmos 6e3 'KMII.

Bo epems npoeedenus Haepy304HO20 MeCma pecucmpu-
pyemcest DKI (nocmosinno), A (kaxcovie 2 mun) u usmere-
HUSL KAUHUMECKOU CUMNMOMAMUKLU.

Peaxyus AJl Ha Haepy3Ky A6A5emMCs 8ANCHOU HACMbIO
HA2PY304H020 MeCMUPOBAHUSL.

Headexeammnoii peaxuyueit A cuumaemes:

1. Tunomensusnas (Al Ha nuke Haepy3Ku Hudice UCX00-
HO20 UAU ecau Ha nepevix cmyneHsx Haepy3ku A/l neckonvko
nosvluiaemcs, a Ha nuke Haepysku — dosee uem Ha 20 mm
pm.cm. HUdiCe IMO20 YPOBHSL);

2. Hedocmamounwiii npupocm A/l Ha nuke Haepysku
(<20 mm pm.cm.).

Kpumepuu npexpawenus Haepy304H020 mecma:

— Jocmuicenue cyomarxcumanvroir YCC;

— Buipasicennas ycmanocme u oobluika;

— boau 6 obnacmu cepoya;

— Tunomensus (cnuxcenue AU >20 mm pm.cm. om uc-
X0O0H020),

— XKusneonacnvie KHP [84, 192, 270-274, 330, 331].

DprocnupomMeTpus

* IMamuentam ¢ TKMII ¢ BeIpaxkeHHO# CUMIITOMA-
THKOI ¢ CUCTONMYCCKOU M/WJIN TUACTOJINMICCKON THC-

dyukuuei JIZK 1151 onpeneneHust mokazaHU K TpaHC-
MJaHTAllMU cepilla WJIN MeXaHWYeCKOU IToAAepKKe
KpOBOOOpAIICHUSI PeKOMEHAYeTCS BBITIOTHCHUE 3Pro-
CIMPOMETPHUH (KapaUOITyIbMOHATIEHOE HATPYy30IHOE TC-
CTUpPOBaHME C OJJHOBPEMEHHBLIM M3MEpPEHUEM pecITupa-
TOpHBIX Ta3oB) [3, 315-317, 319, 320, 332-335].

EOK IB (Y1 3, YVYP B)

* Ilaumentam ¢ 'KMII, He3aBUCUMO OT CUMIITO-
MAaTUKU, PeKOMEHIYeTCS TIPOBEICHIE 3PTOCITMPOMETPUN
(MM cTaHOAPTHBIN TPEIMMII-TECT, MU BEJIO3PTOMETPUIO
IIPY €r0 OTCYTCTBUH) C IIECJIBIO OLICHKU TSKECTU M MeXa-
Hu3Ma HenepeHocuMmocT MH 1 n3MeHeHmit cuctoanue-
ckoro AJl [3, 333, 336, 337].

EOK IIaB (V11 4, YYP C)

* PekoMeHayeTcs BBIIIOTHEHNE 3PTOCITUPOMETPHUN
(MM CTaHmAPTHBIN TPEAMUII-TECT, MU BEJIOIPTOMETPUSI
IIPY €TO0 OTCYTCTBUM) Y CUMIITOMHBIX TTAIIUEHTOB, KOTO-
peIM TuraHupyeTcss CMD mIst onpeneIeHus oTpaHuIe-
Huil o Harpy3ke [3, 333, 336, 337].

EOK IIaC (Y1 4, YYP C)

2.5. UHble agnarHocTuyeckne uccnenoBaHnd

Buoncus Muokapaa u a0IOMIUHAJIBHOTO KUPA

* PekomeHnayercs BHITIOJIHEHUE OMOTICUMU MUOKapna
TPU TOJ03PEHUN HAa WH(UIBTPATUBHBIC, BOCTIAIUTEIb-
HbIe 3a00JIeBaHUS CepAlla MM OOJIE3HSIX HAKOTUICHUS,
KOTOpPBIE HE MOTYT OBITh TOATBEPKACHBI IPYTUMU METO-
namu [3, 73, 338, 339].

EOK ITaC (Y111 4, YYP C)

* PekomeHnayeTcsi BbioJIHEHUe OUOIICUU aOIOMU-
HaJBHOTO XMpa MpH TTOJ03peHn Ha ammionaos [3, 30,
289, 340, 341].

EOK I1aB (YA 2, YYP B)

Kommenrtapun. buoncus nodkoxicHo jicupoeoli Kiem-
yamku bonee ungpopmamuena npu AL-amunroudoze u Ha-
cnedcmeennom ATTR.

DudomuoxapouanrvHas ouoncus He mpebyemcs, ecau
npu cyunmuepaguu cmeneHv HAKONAeHUs: paduogapmnpe-
napama 6 cepoue no wixane Ilepyoxcunu 2 uau 3 u npu
amom aabopamopHo uckaover AL-amuioudos.

DHdomuokapouanrvuas 6uoncus nOKa3ama, ecau pe-
3yabmamel CYUHmMuUpaQuu coMHUmMenNbHbl (N0 wKala
Ilepyoxcunu cmenenv naxonsenus 0 uau 1), npu ompu-
yamenbHOM pesyabmame Ouoncuu a600MUHAABHO0 JCUPA,
OMPUYAMENbHBIX 2eMAMON02UHECKUX MeCMax U @blCOKOI
seposmuocmu ATTR.

2.6. OmnarHocTtuka 3a60neBaHUe y OTOENbHbIX
KaTeropui naumeHToB

Huddepenmmansupiii nuarnos KMIT u IVLK Benea-
ctBue AI'

Ha ecrectBenHoe TeueHne I'KMIT oka3biBaeT Biausi-
HUE Hanmmaue (akTopoB KapaIHOMETa00TNIECKOTO PUC-
Ka (AI, oxumpeHmne/M30BITOUHAST Macca Tejla), BCTpe-
YaeMOCTh KOTOPBIX YBEIMIMBACTCS C BO3pacToMm [342-
346].
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B crapireit Bo3pacTHOIT IpyIne MaeHToOB ¢ JoKa-
sanHoit 'KMII Bcrpewaemocts Al cocrasisieT 70-90%.
ITo onpenenenuto npu 'KMII I'JI2K He oGycioBieHa
Harpy3Koii maBieHueM, Ho AI' — 3To Harpy3ka JaBICHH-
eM, oatomy B ciydae couetaHuss [KMII ¢ AT tpebyeT-
cs1 moaugukanust kpurtepueB 'KMII.

BepositHocTts TKMIT y naniueHToB ¢ AI' moBbIIIaeT-
¢S TIpM HAJIMIUW OTHOTO M Oojice M3 CIACAYIOIMNX KPH-
TEPUCB;

1. Ykazanue Ha cemeiiHbli aHamHe3 ['KMII wiun
BCC B Moi0moM BO3pacTe Y POICTBEHHHKOB IICPBOIt
JIMHUM POJNICTBA;

2. HecootBercTBre Mexmy BeIpakeHHOM [JI2K (Mak-
cuMajbHas TOJIIMHA CTEHOK >15 MM) U HelaBHO BO3-
HUKILIEH Jierkoil u ymepeHHoit Al mpu amekBaTHOM
MIPUBEPKCHHOCTU TMAIeHTa Tepaluy, a TaKXKe APYTUX
MPUYXH, CIIOCOOHBIX BbI3BaTh MOA00HYIO cTeneHb [JIK.

Bo3moxubiv Bapuantom kputepusi 'KMII npu co-
nytcTBywouiein Al aBasgercsa TonummHa muokapaa JIZK
>20 MM; TonmmHa MHoKapaa 15-20 MM IIpeacTaBiseT
"cepyro 30HY".

Buioop kputepusgs 'KMII "tonmunua ctenkn JIK
>20 mMm" Tipu comyTeTBytomIeil Al 00YCIIOBIIEH TeM, UTO
mokaszaHo: npu neperpyske maBieHueMm (Al AC wiu
UX couyeTaHue) ToiiuHa Muokapaa JIZK, kak npasuio,
He mpeBbmacT 20 MM (B HEKOTOPBIX MCCIICTOBAHUSIX
mpeBbImraetT 20 MM JIMIIb Y SIMHUYHBIX ITAIlieHTOB) [98,
331, 342, 343, 347-353].

Ecau BeIsiBJIeHHas TOJLIMHA MUOKapJa y malueH-
Ta B "cepoit 30He" (15-20 MM), TO BBIBOA O AUArHO3¢
I'KMII MoXxHO caenaTb TOJbKO Ha OCHOBAaHUM TIiIA-
TEeJIPHOTO aHaJM3a OOJIBIIOro Yrcia (aKTOpOB: ceMeii-
HBI aHaAMHe3, IIATeIbHOCTh Al ypoBeHBb "Harpys3ku
nmaBiacHueM" (3MM3oaMYecKue MoBbIIeHns AJl v cTa-
OMIIbHO TIOBHEIIIIeHHOE AJl), TIPUBEPKEHHOCTD IMAllMCH-
ta Teparmuu Al, Hammune naMmeHeHnit DKI/OxoKI mo
passutust Al, TmHAMIKa pa3MepoB IOJIOCTEH cepaia
1 YBEJIMYCHUS TOMINHBI cTeHOK JIK mmpn OxoKI'/MPT
u ap. [52].

CremyeT Takxke YUYMTBIBATh, 4TO Ipu Al MOXeT Ha-
omonarbcss acummerpudyHasa [JIZK — mo HekoTOpbIM
JaHHbIM, 10 20% (T.e. cooTHoLIeHUe ToamuHbl M2XKI1/
TOJILIMHBI 3aAHei creHku >1,5) [349, 351].

T'KMII u 6a3anbHast centajibHas runepTpodusa (S-00-
pa3nas M2KII ¢ "BrIIyKIOCTBIO" B 0a3aJbHOM CErMEHTE)

YV NOXUIIBIX MalMEeHTOB ¢ S-o0pa3Hoit MXKIT Moxer
BBISIBJISITBCS "BBHITIYKJIOCTE" (aHIJI. bulge) B Ga3aabHOMI
YacTu Meperopoaku, Kortopast He ooycnosieHa ['KMII.
Kak mpaBmio, y 3THUX ITAallMEHTOB IIPHCYTCTBYET CO-
myrcrByromas Al u/mau matonorus AK (HeOombIimas
aopTajJbHasI peTrypruTanus 1u/uim HeBeIpaxXeHHBIN AC)
[262, 263, 349, 350, 354].

bazanpHas cenTanbHast TUTIEPTPODUST MOKET IIPUBO-
muTh K yBenndeHuto I'Jl B BTJI2K, kak npaBuiio, He BbI-
mre 15-20 MM PT.CT. B TTIOKO€ W BO3pacTaTh A0 35 MM PT.CT.
IIpY HATPy304YHBIX TTpobax [331].

Cxema nuddepennmanbaoro quarHoza 'KMIT u 6a-
3aJIbHOU CEITaJbHON TUnepTpodun ImpeacTaBicHa B Ta-
omune 15, Tpunoxenne A3.

I'KMII u UM 1 u 2 tunos

Knuanuecku y manuentoB ¢ 'KMII u umemueit
muokapra (INOCA — Ischemia with Non-Obstructive
Coronary Arteries) MOXeT pa3BHBaThCS OCTPHINA KOPO-
Hapublii cunapoM (OKC) u UM [90, 92, 104, 311].

MM npu HEOOCTPYKTUBHOM ITOPAXKEHUU STUKAPIU-
aTbHBIX KopoHapHBIX apTepuii (MMBOKA, MINOCA) —
9T0 "pabounii IuarHo3", TpeOYIOIMINI YTOTHESHUS TP -
HBI, JIeXKalleil B OCHOBE Y KOHKPETHOTO ITalleHTa.

B reneze UM npu 'KMII MoryT obcyxnarbes ciieny-
FOIIMe TTAaTOTCHETHYECKNE MEXaHU3MBI:

1. INOCA (cm. Pazgen "llaTorenes");

2. Nmemust mpu 0OCTPYKTUBHOM TOPaXKEHUW SITH-
KapauaJabHBIX KOpoHapHBIX apTepuii — MBC B craprieit
Bo3pacTHoM rpymnie nauueHToB ¢ FKMII (cMm. Takke Ta-
ommy 2, [Mpunoxkxenue A3).

ITpu 'KMII moxet pa3Butbcss UM 1 Tuma, nuarto-
CTHKA U JICYCHNE KOTOPOTO U3JIOXKECHBI B COOTBETCTBYIO-
IINX KIMHUICCKUX PEKOMEHIAIINSIX.

Il MCKITIOYeHMSI/TIOATBEPXKICHUST OOCTPYKTUBHO-
TO TOPaXXEeHUSI AMUKAPAUATBHBIX KOPOHAPHBIX apTepuid
manuedTtaM ¢ ['KMII nmokaszana naBasnBHag KAI nau
KT-auruorpadusg. OgHoBpemenHo ¢ KAI' manueHTam
¢ 'KMII pexomeHayeTCs BBIMNOJHSATH BEHTPUKYJIO-
rpaduio cepama, KOTopasl BEIIBIACT y MaeHTa JIMOO
"SIMKapAVaIbHBIN TTaTTepH" (30HBI HAPYIICHUS COKpa-
TUMOCTHU B IIpeAciaX CTEHO3MPOBAHHBIX KOPOHAPHBIX
aprepuit), 11060 "MUKPOBACKYISIPHBIN MaTTepH" (30HBI
HapyIIeHUs] COKPaTUMOCTHU B OacceifHaX pa3HBIX KOPO-
HapHbIX apTepuii, B T.4. 1 6e3 cteHo30B) [90, 92, 93, 101,
102, 104, 314, 355-360].

HanaHpIl (DeHOMEH B OTEUECTBEHHOM JIUTEpaType Ha-
3piBaeTcs MMBOKA (MINOCA) i UM 2 tumma. UM
2 iria — 310 UM, pasBuBarommiicst 6e3 aTepoTpomMob03a,
M3-32 HECOOTBETCTBUS MEXKIY IMOTPEOHOCTHIO MUOKapIa
B KHCJIOPOJIE W €TI0 JOCTaBKOIA.

INOCA uMeeT 00N TTATOTEHETUYECKU MEXaHU3M
Kak ipu KMII, tak u npu peHokonusix [ KMII, nHanpu-
Mmep, npu amuwiongHo KMIT [71].

I'KMII u I'TZK y cnoprcmenoB. Pekomennanuu no 3a-
HATHUIO CTIOPTOM, (PU3KYJILTYPOii, YYACTHIO B CIIOPTHBHBIX
COPEBHOBAHUSAX

IMaumnentam ¢ T’KMII He3aBucuMO OT Bo3pacra, Mo-
Jla, pacoBO¥ MPUHAIICKHOCTHA, HAIMIUS OOCTPYKIINK
BTJIK, nipoBeneHHBIX paHee orepauny CMD mm DCA
wi yctanoBkKU MK[*** He peKoMeHI0BaHO (IIPOTHUBO-
MMOKa3aHO) y4yacTue B CIOPTUBHBIX COPCBHOBAHMSAIX
¥ YIIpaXXHEHUSIX BBICOKOIT MHTeHCUBHOCTH [3, 20, 135,
197, 241, 321, 361-364].

EOK IIIC (YA 5, YYP C)

Kommentapuun. M3-3a vicokoeo pucka BCC 3anamus
COPeBHOBAMENbHBIMU BUOAMU CNOPMA BbICOKOL UHMEHCUB-
nocmu navuenmam ¢ 'KMII npomusonoxazanui.
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* bonpmmHcTBy manueHtoB ¢ [ KMII pekomenayert-
Csl pacCMOTPETh BO3MOXKHOCTD BBITIOTHEHUS (PU3UIECKUX
YIIpaXXHEHU JIETKOU 1 yMepeHHOW MHTeHCUBHOCTHU (6€e3
CHUCTEMATUIECKNX TPEHUPOBOK U YJacTHsI B COPEBHOBA-
HUSIX) IS yorydiineHus: GyHKIIMOHAIBHOTO cTaTyca, (u-
3MYECKOI peadbMInTalliy U KauyecTBa XU3HMU [1, 2].

EOK uner/PKO IIbC (YA 5, YYP C)

* Jlna 6onpminHcTBa nanueHToB ¢ 'KMII peko-
MEHIYeTCSl PACCMOTPETh BO3MOXKHOCTb YYACTUA B CIIOP-
TUBHBIX COPEBHOBAHUSIX HU3KOW WHTEHCUBHOCTH TIOCIIE
BCECTOPOHHEH OLIEHKU PUCKOB U COBMECTHOTO 00CYXKIIe-
HUS ¢ dKcreptamu [1, 2].

EOK uner/PKO IIbC (YA 5, YYP C)

* Hocurensim reHetndeckux BapuanToB [V-V kiac-
ca (TMaTOTeHHBIX/BEPOSITHO MATOTEHHBIX) TIPU OTCYT-
cTBUM (DEHOTUTTMYECKUX TIPOSIBJICHUI PEKOMEHIYeTCs
paccMoOTpeTb BO3MOXKHOCTh YIACTUsI B CIIOPTUBHBIX CO-
PEeBHOBAHUX JII000I MHTEHCUBHOCTH [1, 2].

EOK uner/PKO IIbC (YA 5, YYP C)

* ¥V nauueHtoB ¢ 'KMII He pekomeHayeTcsl ycTa-
HoBKa MKJI*** TONBKO C 11eJTbI0 BO3MOKHOCTH YJaCTHS
B CIIOPTUBHBIX COPEBHOBaHMAX [1, 2].

EOK uner/PKO IIIC (VI 5, YYP C)

Kommenrtapun. /[1s ¢enomun-necamushvix Hocumeneil
eenemuueckux eapuanmog V-V kaacca (namoeennvix/ee-
POSIMHO NAMO2EHHbIX) PeKOMeHOauuu no ONMUMAAbHOMY
YPOGHI hu3uMecKoll aKkmugHoCmu U xapakmepy usuue-
CKUX Ha2py30K 00ACHbL OblMb CHOPMYAUPOBAHBL NOCAE KOH-
CUAUYMA ¢ yuacmuem MyAbmuoUCUYUNAUHAPHOLU KOMAHObL
cneyuanucmos (8pau-eeHemuk, 8pav-kKapouonoe, epav no
CROPpMUBHOU MeOuuuHe, MeOUYUHCKUL NCUuxoa0e u dp.) Ha
OCHOGe PACCMOMPEeHUs BbII6ACHHOU MYMAyuU, pe3yibma-
M08 pecyAsipHbIX U NOBMOPHBIX KAUHUYECKUX UCCAe008AHUIL
(MPT ¢ xonmpacmuposaruem, npogederue cmpecc-TT-
IxoKI), c yaemom cmpamugpurayuu pucka BCC na ocroge
e8poNelicKoll U amMepuKkanHcKoil modenell.

Heobxodumo yuecmo, umo 6 Hexomopwix cayuasx 1TT-
Ixo KT moscem nekoppekmHo oueHueams moAuuUHy CmeHKu
JI2K. Hanpumep, 6 uccredosanuu Huurman R, et al. nou-
mu 25% nocumeneil eenomun(+)/gpenomun(-) no oanHoim
TT-9x0KI nocae nposedenuss MPT nepexaaccupuuuposa-
Hbt 6 eenomun(~+)/penomun(+) [284]. lra pexomendayuu
CHOPMCMEHAM N0 803MOICHOCIU YHACIUSL 8 COPEBHOBAHUSX
MO umMeem NPUHYUNUANbHOE 3HAYEeHUe.

Cnopmcmenbt ebicokoeo Kaacca ¢ IJI2K u moawu-
Hoti cmenku JI2K >13 mm (13-15 mm) cocmasasiom auutb
neboavutyto uacmo (1,5-1,7%). Kax npasuao, smo cnopm-
cMeHbl ¢ boavuioll maccoil meaa. HUmenno y amoii epynnoi
mpebyemcs dupghepenyuanvuviii duaenos ¢ TKMII [241,
362, 364].

Hauboaee wacmo ucnoavzyemvie nokaszamenu 0A4s
ouggpepenyuanvuoit duaenocmuxu I'KMII u adanmué-
nout I7I2K y cnopmemenoé npedcmaenenvt 6 mabauye 16,
Ilpunoxncenue A3.

Baocnbim dugpgpepenyuanvro-duacnocmuueckum npu-
3uakom aeasgemcs evingrenue ITHI npu MPT ¢ konmpa-

cmuposanuem. Kax npasuro, smo ceudemenrvcmeyem
6 noav3y 'KMII, odnaxo omcymcemeue ITHI He uckaouaem
3a6oaesanusi. Odnako y cnopmemeros ¢ 171K, 3anumaio-
WuUxcs a’poonsvimMu sudamu cnopma (Mapagorub, 8eaocu-
neducmol u 0p.), Mo2ym HabAHOAmMvCs 0MoeNbHble YHACMKU
ITHT manoeo pasmepa.

Ananuzupys cnopmuenyio 112K, neobxodumo makice
npUHUMamb 8 pacyem caedyioujue GaKkmopsi: 6ud cnopma
U UHMEHCUBHOCMYb MPEHUPOBOK, 803paAcm, NoA (Y MYICUUH
TJI2K 6oavwe), pocm u éec cnopmemena. OkoHuamenbublil
661600 0 duaenoze I'KMII y cnopmcemena denaemes Ha oc-
HOBe KOMNAEKCHOU OUeHKU KaK MOJICHO 001bUle20 YUCAa NO-
Kasamenell.

2.7. Ctpatndukaums pucka u cTtpaterum
NepBUYHON U BTOPUYHOW NPOPUNAKTUKMN
BHE3arnHowm cepae4yHon cMepTn

IMokazarenu exeromgHoil CMEPTHOCTU OT CEepAeUHO-
COCYIUCTBIX IPUYUH y B3pOCHbIX MaiueHToB ¢ ['KMII
coctasisior 1-2%. BCC, XCH u tpomM0boaMGoinyecKue
OCJIOXKHEHWUS SIBISIIOTCSI OCHOBHBIMU MPUYUHAMMU.

BCC — 510 cMepTh, HacTymawoImas HEOXUIAaHHO
W MTHOBEHHO M3-3a KapAWaJIbHBIX TPUYMH (y TAlMeH-
Ta 0e3 3a0o0JeBaHMS Cep/lla WM C TAKOBBIM) B TEUEHUE
1 4 Tocye TOSIBICHUS TIEPBBIX CUMIITOMOB YXYIIICHUS
0O0IIIeTO COCTOSTHUSI.

K monstuio BCC He oTHOCAT cilyyau HaCWJIbCTBEH-
HOWl CMepTU WJIM CMEpPTHU, BO3HUKAIONUIEWH B pPE3yib-
TaTe OTpaBleHUS, aCPUKCUU, TPABMbBI WJIN JPYTOTO
KaKoTo-JIM00 HECUACTHOTO CITydas.

Puck BCC y maumenToB ¢ TKMII 6e3 TpaguimoHHBIX
dakropoB pucka cocrasisier 5,9% 3a 10 et [3, 132].

* 5S-nerauit puck BCC pexoMmeHIyeTcsl OLICHUBATh
npu mepBUYHOM oOcienoBaHuu mnanueHTa ¢ TKMII
U B JIaJIbHEUIIIEM TepeolleHNBaTh Kaxable 1-3 roma wim
IpY M3MEHEHUN KJIMHWYecKoro craryca [3, 129, 137,
240, 365, 366].

EOK IC (YO 3, YYP B)

« Ixama HCM Risk-SCD pekoMeHmyeTcs B Kaue-
CTBE METOJIa OIIEHKM pUCKa BHE3aITHOW CMEpPTH B Teue-
Hue 5 ner mig nauueHtoB ¢ TKMIT >16 net 6e3 ciyyaeB
peaHuMannu nocie 3mu3onoB KT /DK mian cmoHTaH-
Hoi ycroitunBoit KT ¢ morepeil co3HaHUS WU TeMO-
IMHAMUYECKMMM HapymeHusmu [3, 129, 131, 137, 238,
239, 258, 324].

EOK IB (V11 3, YYP B)

Kommenrapuu. Pecucmpauus scuzneyepoxcaiouux KHP
u bpaduapummuil ocyulecmensiemcs ¢ HOMOULbI0 noeepx-
nocmuoi DKI 6 noxoe, npu XM cepdeunoeo pumma, ¢ no-
MOUBIO HAPYICHOR0 UAU UMNAAHMUPYEMO20 3aANUCHIBAIOUE20
ycmpoiicmea, makice — npu Haepy3o4Hoii npobe [23§].

Takxce nHedagHue uccaedosanus NOKA3aiu, 4mo peeu-
cmpayusi KT ¢ nodsemom mouxu J u 6vieMKoll 8 KOHUe
ORS uau naauvuem J-60aubl Ha HUCXoOAUWell wacmu 3youa
R > 1 mm 6 08yx u 6onee omeedenusx (00bI4HO @ HUJICHEAA-
mepanvibix) 3a uckawouenuem VI-V3, bbira nosoxcumensHo
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ceazana ¢ maxumu coovimuamu, xaxk BCC, 2KHP u ®XX
[367].

Hezasucumo om no3on0euu, nodasasiowee 60AbUIUH-
CMB0 ONACHBIX 0451 JCUBHU JCEAYOOUKOBbIX HADYULEHULL
cepdeunoeo pumma (83,4%) 06ycrosneno snexkmpuneckoil
HecmabunsHocmoro muokapda. BCC yawe ooycrosnena @K
(62,4%), 6paduapummusmu (16,5%), KT muna "forsades
de pointes” (12,7%) u XT (8,3%).

KT neycmoituueas — KT, cocmosawan Kak MuHu-
Mym u3 3 Hcenydoukosuix Komnaekcos, ¢ wacmomoii > 120
u npodoaxcumenvHocmoto He bonee 30 cex, komopas npe-
kpawjaemcesa camocmoamenvro. KT moxucem 6vimv MOHO-
mop@Hoil (HeusmenenHas mopghonroeus komnaekca QRS
6 12 omeedenusx) u noasumopuoii (6o epems XT ¢ 12
omeedenusx DKI usmensemes Konpueypayus Komniexca
ORS).

KT ycmoiivueas (monomopgnas, noaumoppuas) —
KT npodosxcumenvhocmoro >30 cek, 3auacmyio e Kynu-
DPYIOWascs camocmosimensHo.

DK — nepeeyasaprbiil dHcenyo0oukoswiii pumm (00bI4HO
¢ wacmomoiui >300 yo./mun) c 8bipaxceHHol eapuabdenb-
HOCMbIO OAUHBL YUKAQ, MOPPOAOUU U AMAAUMYObL KOM-
naexcoe QRS.

Cywecmeyem dee modeau cmpamupurayuu pucka BCC:

1. Ha ocnose mpaduuuonubix paxkmoposé pucka (ame-
PUKaHCKas modens);

2. Ha ocnose pacuema unousuodyaivHuix oueHoK pucka,
nepcoHuUpUUUPOBaHHbLil N00X00 (esponeticKkas mooeab) —
wkana HCM Risk-SCD.

Illkana ouenxu pucka BCC y nauyuenmos ¢ TKMII (es-
poneltickas modeas) npedcmaenena 6 Ipunroncenuu I'2.

"Kanvkyasmop" pucka BCC npu TKMII no esponeiickoii
Mmodeau npedcmasaen Ha caime http.//doc2do.com/hcm/
webHCM.html.

Illkana oyenku pucka BCC y nayuenmose ¢ I'KMII
(amepukarckas modens) npedcmasnena 6 Ipunsoncenuu I'3
(cm. Kanvkyaamop Ha caiime hittps://professional heart.org/
en/guidelines-and-statements/hcm-risk-calculator).

Esponeiickas modens npoerosuposanus pucka BCC HCM
Risk-SCD umeem oepanuuerus:

1. He npumensemcs y nauuenmog cmapuie 80 nem
u monodce 16 rem;

2. He npumensemcs y nayuenmos ¢ heHOKOnUAMU
TKMII, I712K y cnopmcmenos;

3. Ilocre CMD3.

Ilocae DCA moocem ucnonvzogamscs wkara HCM
Risk-SCD (esponeiickas). Modeav ASA-SCARE Risk Score
ons npoexosuposanus pucka BCC naxodumces 6 npouecce
saaudayuu [368].

IIposedena modugpuxauus gopmynst pacuema ¢ Ucnonb-
308aHUEM MAK020 aKmMopa, KaKk MAKCUMANbHASL MOAWUHA
cmenku JIK (6 HCM Risk-SCD Calculator — pexomerndo-
8aHO yKaszvieams He bonee 35 mm) (npodoaxcaemes anpo-
bauus Hoeoll modeau) [240].

Aneopumm nepsuunoii u emopuuroii npogurakmuxu BCC
y nayuenmos ¢ I'KMII npedcmaenen 6 I[lpunroxcenuu b7.

3. JleyeHune, BKNo4as MeAMKaMEHTO3HYIO

M HeMeAUKAMEHTO3HYI0 Tepanuu, gueToTepanuio,
o6e36onmBaHue, MeaULMHCKUE NOKa3aHUs

U NpoTUBOMNOKa3aHUd K NpuMeHeHnio MmeTogoB
neyeHusd

Jleuenue 'KMII BxiOUyaeT MEIMKaMEHTO3HYIO Te-
panmio, SHIOBACKYISIPHBIC BMeEIIATeIbCTBA, XUPYpPrUIe-
CKHE W HEXUPYPIrUICCKUE METONBI PEIYKIINU THUIIEPTPO-
dupoBarHoit M2KII, MeXaHMIECKYIO ITOIIEPKKY KPOBO-
oOpaIleHusI, TpaHCIUIAaHTAIMIO Cepala.

Pexomennmamn 1o jseuyeHuto [ KMII ocHoBaHBI Ha
JIaHHBIX 00 3(P(PEeKTUBHOCTU U OE30MMACHOCTU ITPUMEHSI-
eMBIX (PapMaKOJIOTUICCKUX CPEACTB, ITOJYICHHBIX B OC-
HOBHOM B HaOIOMATEeIbHBIX UCCIICIOBAHUSX.

®apmakorepanua npu 'KMII B ocHOBHOM yiIyd-
IIacT CUMITOMATHKY M IPEIyIpeXIacT OCIOXKHCHUS
(anTUKOarynsgHTHasa Tepanus npu PII, KopaapoH-
apmakogormyeckast KapauoBepcusa U IMPOMUITAKTUKA
peruauBoB PII, meuyeHNE KETYTOUYKOBBIX HaPYIICHMIA
cepae4yHoro putma u ap.) [178, 369-371].

EnuncrtBenHbiMu BMetnaTenbcTBamu mpu ['KMII, ko-
TOpBHIE, KaK IOJIaTaloT, BJIMSIIOT Ha TOJITOCPOYHBII ITPOTHO3,
apisiiorcs CMD u mmrutanraums MK/ [366, 372-377].

Jleyenune comyrcTByrolmx 3abonesanuii npu 'KMII
pPacCMOTPEHO B COOTBETCTBYIOIINX pasaenax (Al, cteHo-
kapmous, OKC, XCH).

Koppexkinio (pakTopoB cepaedHO-COCYIUCTOTO PHC-
Ka (IucnummmeMusi, caXapHBI IUa0eT U T.11.) Y OOJIb-
Hbix 'KMII pekomeHayeTcst TpOBOIUTL B COOTBETCTBUU
C CYIIECTBYIOIINMM KIMHUICCKUMH PEKOMEHIAITUSIMU
[378].

3.1. MegukameHTO3Hasa Tepanus

3.1.1. Nopxopabl K MeAMKaMEHTO3HOW Tepanum

Ha runepTpoduyeckoii ctagun ’KMI y 6eccumMnToMHBIX
nauueHToB

* He pekomeHnyeTcsl Ha3HauUeHUe OeTa-aIpeHo010-
KaTOpOB WJIN OJI0KATOPOB "MEJIEHHBIX" KAIbIIUEBbIX Ka-
HaJIOB (HEOUTUAPOIMUPUINHOBEIX OJIOKATOPOB "MeIICH-
HBIX" KaJIbIIMEBBIX KaHAJIOB (CEIEKTUBHBIC OJIOKATOPBI
KaJIbLIMEBBIX KaHAJIOB C TIPSIMBIM IEUCTBMEM Ha Ceplie:
BepamaMimT**, muiITrazem)) MareHTaM ¢ 0eCCUMIITOM-
HbIM TeuyeHueM HeoOcTpyKTuBHON ['KMII, T.K. ux mo-
JIe3Hoe JeiicTBre He gokasado [1, 3, 20, 39].

EOK IIC (YA 5, YYP C)

* PexoMeHmyeTcsT pacCMOTpPETh BO3MOXKXHOCTh Ha-
3HaUYCHMS OeTa-aapeHO0JI0KATOPOB WIIM Beparmammaa™™*
ACUMITOMHBIM B3pOCIbIM ¢ obctpykmueit BTJIZK (1mo-
KOs wnu uHaynupyemoit) mansg cavxkenust Il B BTJIK
[3, 379, 380].

EOK IIbC (YA 4, YYP C)

Kommentapun. Cumnmommuslii uau acumnmoMmHulil na-
yueHm, pewiaem 8pau nocie 0emanbHo20 00CAe008aHUS.

Dmu nayuenmol HepedKo UMEm 02PaHu4eHue nepe-
Hocumocmu QU3UYECKUX Ha2py30K, Komopoe ycyeyoasemcs
npuemom nuuU.
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Joaxcen 6bimb peuter 6onpoc 00 OMAUMUU UCMUHHOZ0
OMCYMCMEUS CUMIIMOMO8 0mM A0anmayuu 3a cuem oopasa
acuszHu, nymem nposedenuss mecma ¢ PH u oyenxu 6uo-
mapkepos XCH 6 dunamure.

Heobxoduma exncecoonas nepeouenka pucka BCC,
exarouaroujas IKI, XM cepdeunoeo pumma, IxoKI.

Aneopumm makmuxu 6edeHus aCUMNMOMHBIX NAUUCH-
moeg ¢ I'KMII npedcmasaen 6 Ilpunoxcenuu B1.

3.1.2. MegukaMeHTO3Hasa Tepanus CUMNTOMHbBIX NaLUEHTOB
c FKMn

OO61I1e TPUHIIATIE MEANKAMEHTO3HOM TepaItii:

1. JleyeHre MaUMEHTOB C OOCTPYKTUBHOW U HEOO-
CTPYKTUBHOI (hopMamu 3a00JI¢BaHISI MMEET CYIICCTBEH-
HBIC PA3TIINS.

2. JledeHMe TOKHO OBITh agallTUPOBAHO K YHUKAJb-
HBIM XapaKTEePHUCTHKAM KaXKIOTO OTHEIIPHOTO MallMeHTA.

3. JlekapcTBeHHBIC TTpeIIapaThl, TPATUIIMOHHO TTpHMe-
HsieMble B Tepanuu ['KMII, sBasioTest cpeacTBaMu ¢ OT-
pUILIATEIEHBIM MHOTPOITHBIM ICCTBIEM 1 HaIlpaBJICHBI Ha
KYITUPOBaHWE WM OOJIETYCHE CUMITTOMOB 3a00JICBaHMSI.

4. TlpaBoxemymoukoBag OI'KMII u nByxkemrymou-
koBasg OI'KMII nevatcs mo TeM Ke MPUHIUIIAM, KaK
u nipu ooctpykuuu BTJLK.

3.1.3. MeaukameHTO3Has Tepanus o6cTpykuun BTIDK

* ¥V mamuenToB ¢ OI'KMII neueHne T100BIMU JIe-
KapCTBEHHBIMU CPEACTBAMU PEKOMEHIyeTCss HauMHaTh
C MUHUMAJIBHBIX 103 U C OCTOPOXHBIM UX TUTPOBAHUEM
B TeYeHHUE JIOCTATOYHO JoJyiroro Bpemenu [1, 3, 20, 39,
62, 63, 379, 381].

EOK IB (Y1 3, YYP B)

KommenTapuu. Ynpowennviii areopumm ouazHocmuku
U nodxodoe K aeueruro obcmpykmuenoix popm T'KMIIT
npedcmasenen 6 [lpunoxcenuu b2. Aneopumm papmarome-
panuu OTKMII npedcmasnen ¢ Ilpunroncenuu b3.

* V manmeHtoB ¢ obctpykumeit BTJIK (mokos
Y UHIYIIMPYEMOii) 6eTa-aapeHOOIOKATOPHI C MTOA00POM
MaKCUMaJIbHOW TIEPEHOCUMON JT03bI PEKOMEHAYIOTCS
B KauecTBE TMEpPBOIl JUHUU Teparuu IJisT YMEHBIICHUS
cumritomos [1, 3, 20, 147, 379, 381-384].

EOK IB (Y1 3, YYP B)

Kommentapuu. /lpasunra u ocobenHocmu HazHa4enus
bema-adpenobaokamopos npedcmagnenvl 6 mabauye 17,
Ilpunoocerue A3.

* Bepamamwr** ¢ mogbopoM MaKCUMabHOM Tiepe-
HOCHUMOU NT03bI PEKOMEHIYeTcsl TeM TallMeHTaM C 00-
crpykmueir BTJIK (TTokos miain WHAYIMUPYeMOIi), KOTO-
pble He TIEpeHOCST OeTa-aaApeHOOIOKATOPI I UMEIOT
MPOTUBOIIOKA3aHUI K UX HasHadeHuio [1, 3, 20, 379,
380, 385, 386].

EOK IB (Y11 2, YYP B)

Kommentapum. /Ipasusa u ocobennocmu HasHa4enus ge-
panamuaa™®* npedcmaesnenst 6 mabauye 18, [punroncenue A3.

* Pekomenmyercss pacCMOTPETh BO3MOXHOCTb Ha3Ha-
YeHUe MUITha3eMa ¢ oa00pOM MaKCUMAaTbHOM MepeHo-

CHUMOI1 T03bI CUMIITOMHBIM TIAIIUEHTaM C OOCTpYKIIHei
BTJIK (11o0KosI mam MHIYIIMPYEMOii), KOTOpBIC HE Tepe-
HOCSIT OeTa-apeH00I0KaTOPhI, BepanaMmr™ uim uMeroT
MPOTUBOITOKA3aHMS K MX HazHaueHuio [1, 3, 20, 379, 385].

EOK IIaC (Y11 2, YYP B)

Kommenrapun. Pexomendyemoie HauanbHble U yenesbie
003bt npu meduxamenmosroit mepanuu I'KMII npeocmag-
nenvt 8 mabauue 19, Ipunroncenue A3.

Ilayuenmam ¢ T'KMII u cpeduneincenydoukosoii 06-
cmpykyueil JI2K pekomendyromes vicokue 003vl bema-
adpenobaokamopos (6uconposon™*), uiu eepanamura™*,
unu duamuazema. Omeem Ha Aeuenue 8biCOKUMU 003aMU
bema-adpenobrokamopos, uiu eepanamusa™*, uau oun-
muazema y nayuenmos ¢ 'KMII u cpeduescenydouxosoi
obcmpykuyueil JIXK wacmo nHeonmumanwvHoiii. Ima Koeopma
nayuenmos, KaK npasuno, umeem CUMNMOMHbBIIL 8APUAHM
meuenUsl, XapaKmepusyruuics noGblUEeHHbIM PUCKOM NPO-
epeccuu cumnmomos XCH u BCC. Yacmoma eviseaenus
anespusmol eepxyuiu JI2K eapvupyem om 10% oo 25%.
Boipabomka onmumanvHoil 8pavedHoOll MaKmuku y makux
nayuenmos 00ANCHA OCYULeCMBAMbCS MYAbMUOUCYUNAU-
Haprol komandol [87-89, 387-391].

Aneopumm epauedbnoit makmuxu nevenuss XCH npu
TKMII npedcmasnen ¢ Ilpunroncenuu b4.

« [Tanmmentam ¢ OTKMII 1 ocTtpoii TMIIOTEH3MEN,
KOTOpbIE HE PearupyioT Ha BBEACHUE KUIKOCTU, PEKO-
MeHAyeTCsl BHYTPUBEHHOE BBelneHUE dheHmIGpuHa**
WK PYTUX BAa30KOHCTPUKTOPOB 0€3 MHOTPOITHOUW aK-
TUBHOCTU, OTAEIHHO WM B KOMOMHAIINM C OeTa-aape-
Hobnokaropamu [1, 3, 20, 147, 379].

EOK IC (YAJ 5, YYP C)

+ IMammentam ¢ TKMII 1 o6¢cTpykmumeit BTJIK (110-
KOST WJIM WHIYIIMPYEMOIi) He PeKOMEeHIyeTcsl TIpuMeHe-
HHUE OPraHMYeCKUX HUTPATOB U MHTUOUTOPOB hochoau-
screpassl [1, 3, 20, 379].

EOK IIIC (Y 5, YYP C)

+ IMammenram ¢ TKMII 1 o6¢cTpykmmeit BTJIK (110-
KOS WJIM MHIYLIMPYEMOTi) He peKOMeHIyeTCsl TPUMEHEHE
TUTUAPOTTUPUINHOBEIX 0JI0KATOPOB "MEIJIEHHBIX KaJlb-
LIMEeBBIX KAHAJIOB (CEJIEKTUBHBIC OJIOKATOPHI KATBIIMEBBIX
KaHAJIOB C MPEMMYIIIECTBEHHBIM JCHCTBUEM Ha COCYIIbI)
MIPOM3BOMAHBIX TUTUAPOIMUPUANHOB (HuDemumma**) [1,
3,20, 379].

EOK IIIC (Y1 5, YYP C)

KommenTtapuu. OcrogHoll HedceaamenbHblii Mexanusm
delicmeusi Opeanu4ecKux HUMpamos U uHeubumopos ghoc-
@oduscmepa3zvl 006yca06ieH ygeauueHuem 0OCMPYKyuU
BTILX.

+ IMammentam ¢ TKMII 1 o6¢cTpykmmeit BTJIK (110-
KOSI ¥ WHAYIIMPYEMOIi) He PeKOMEHIYeTCsl TUTOKCUH**
[154, 392].

EOK IIIC (V1111 5, YYP C)

* Bepamamun** He peKomeHAyeTcsd MalMeHTAM
¢ OI'KMII B ciayyasix HATMIUS CUCTEMHOMN TUIIOTCH3UU
1 BBIpaXXeHHO! onbIIKK B mokoe [1, 379, 382, 393].

EOK IIIC (Y1 5, YYP C)
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3.1.4. Nleyenune XCH y 6onbHbix FTKMI

Pacnpoctpanennocts XCH y mammenToB ¢ 'KMII
cocrasisteT ot 17% no 67% B 3aBucumoctu ot ®K [148,
394, 395].

XCH y manuentoB ¢ TKMII nposBisgercst aByMsI de-
Hotunamu: ¢ coxpaHeHHoir @B JIXK B 85-90% ciydaen
u B 8-10% — ¢ nuskoit ®B JIK, kotopast opmupyercst
B Oosiee mo3nHel cranuu 'KMII uim B pesyabrate apy-
TUX COITYTCTBYIOIINX 3aboyeBanmit [147, 152, 183, 184].

XCH pacnpocTpaHeHa y OOJBIIMHCTBA OOJBHBIX
¢ OTKMII u y 10% mnanueHTOB IpU OTCYTCTBUU 00-
crpyknun. OcTpast cepacdHas HEIOCTaTOYHOCTH IPU
I'KMII BcTpeuaeTcst peiko U MOXET ObITh BbI3BaHA Ta-
KUMM COCTOSHUSIMUM, KaK TaxumapuTtmusi, UM, octpas
Wiy yxyamatoomasics MP win conyTcTByrommmMu 3a60-
neBanusimu [396, 397].

* VY 6onbHbix KMII nipy mosiBieHUM CUMIITOMOB
XCH pekoMeHIyeTcs IIPOBOINTH TUATHOCTUKY B COOTBET-
CTBUU C KJIMHMYeCKUMU peKoMmeHaaumsamu o XCH [153].

EOK IC (YAJ 5, YYP C)

* ¥V 6oapHBIX KMIT 1 XCH He3aBucumo ot OB
JI2K pekomeHnmyeTcs: paccMOTpPeTb BO3MOKHOCTh Ha3HAaye-
HUS HEeMEOWKAaMEHTO3HBIX peKOMeHmalnii (ooydeHue,
IHeTa, CHIDKEHME Beca, orpanmdeHue coinu, ®H) B 3a-
pucumocT oT @K XCH B coOTBETCTBUY ¢ KIIMHUYECKH-
MU pekomeHmaumsamu mo XCH [153, 154].

EOK IIbC (V1111 5, YYP C)

* ¥V 60abHbIX HeoOCTpyKTUBHOU ['KMII nis neyve-
Hust XCH pekomenmyetcst paccMOTpeTh BO3MOXKHOCTD Ha-
3HAUYCHUS JICKAaPCTBEHHBIX IPEITapaToB B COOTBETCTBUU
¢ KimHU4YeckuMu pekomeHmaumsmu mo XCH [1, 3, 148,
153, 154, 398].

EOK IIbC (V111 5, YYP C)

Kommenrtapun. [Ipu nasuvuu npusHaxoé 3acmos 04s
u30exucanus eunosoNemMul PeKomMeHOyemcs 0CcmopoICHoe
npuMeHeHue HUBKUX 003 NemAe8uixX uau muasuoHbvix ouype-
mukos [154]. Bepanamun™*/0uamuazem pexomendyromcs
vy boavrvix XCH ¢ coxpanennoit @B JI2K >50%, ecau bema-
adpeHobA0Kamopsl NPOMUBONOKA3AHbL, HE NePeHOCIMCs
unu Heaghpexmuerul [154].

* ¥V maumeHToB ¢ o6cmpykmuenoi T'KMIT u XCH
PEKOMeHIyeTCsl IIPMMEHEHNE HeBa3OAMIATUPYIOIINX Oe-
Ta-aJIpeHO0IOKATOPOB KaK Teparus MePBOM JTUHUM IS
YMEHBIICHUST KITMHMYeCcKUX cuMmmnTtomoB XCH u cHIKe-
wug ['J1 8 BTJIK [1, 3, 148, 153, 154, 384].

EOK ITaB (Y1 2, YYP B)

Kommenrtapuu. Bepanamua®*/duasmuaszem y nayuen-
moe ¢ oocmpykmuenot I'KMII u XCH ¢ coxpaunennoit @B
JIK >50% moeym 6bimbv paccmompeHbvl Kak nepeéast AUHusL,
ecau bema-adpeHo0A0Kamopvl NPOMUBONOKA3AHbL, He nepe-
Hocames uau Hedggexmuenot [154].

Y naumeHTOB ¢ 0ocmpykmusnoi T'KMIT u XCH npu
HAJIMIWU IIPU3HAKOB 3aCTOSI PEKOMEHIYeTCS PACCMOTPETh
BO3MOKHOCTb HA3HAYEHHS HI3KUX 103 TTETICBBIX WA TH-
a3MIHBIX TUYPETUKOB [154].

EOK IIbC (YII1 5, YYP C)

Kommenrtapun. Credyem uzbecams ycaoguil, npu Ko-
MOPbIX NPOUCXO0UM YMeHblUleHUe 00seMa YyupKyupyouell
Kposu (eunosonemus), 041 NpedomepauleHus: yeeauveHus
I/l ¢ BTILX.

* YV manuenTtoB ¢ oocmpykmuenou 'KMIT u XCH
WHTUOUTOPHI aHTUOTEH3WHIIPEeBpaIamoniero (GpepMeH-
Ta (MAII®)/aHTaroHUCTHl peLEenTOPOB K aHTMOTEH3UHY
IT (APA), murokcmH** He peKOMEHIYIOTCS M3-3a PHCKa
yBennuenus [J1 B BTJLK [154, 392].

EOK HIC (Y11 5, YYP C)

Kommenrtapun. Cnuponosaxkmon®* y nayuenmos 'KMIT
He yayuuwaem cumnmomamuxy XCH [399].

Ilpenapamut, pekomendyemvie oas newenuss XCH ¢ nuz-
Koil, npomexcymouroil u coxparernoi DB JIXK [153],
makue KaK UHeubumopvl Hampuii3asucumozo nepeHoc-
YuKa enloKo3bl 2 muna, dnAepeHoH, 8aicapmana/caxy-
oumpun**, ueabpadun**, omeea-3-noauneHacvlueHHble
HCUPHBIE KUCAOMDbL, He U3YHAAUCH NpU 00CMPVKMUBHOU
TKMII u XCH. Pewenue o Ha3Ha4eHuu OQHHbIX ePYNN npe-
napamoe nayueumam ¢ oocmpykmusnoi TKMIT u XCH
Modcem Oblmb NPUHAMO MOAKO MYAbMUOUCUUNAUHADHOU
KOMAaHOOI.

TunepxonmpakmunbHocmb cepOeUHOU MbLULLbL 615~
emcs KAo4egvlM Namopu3uoiocutecKum mMexaHu3mom
npu FTKMII u ochosubim pakmopom, onpedeasrowum Ou-
Hamuyeckyio oocmpyxyuro BTIK. Jlocmynnuvie ¢papma-
Konoeuueckue eapuanmol nevenus T'KMII ne aeaatomces
cneyu@uunbimu 0as 3aboneeanus. Ilpoeodsmes Kaunuye-
cKUe Uccaedo8anus AeKapcmeeHHslX npenapamos ¢ map-
2eMHbIM 8030€liCMBUEeM HA OCHOBHOL NAMOo2eHemuU4eCcKuil
mexanusm [400].

3.1.5. JleyeHue cTteHokapaum y naumeHTos ¢ FKMI

CreHOKapaWs/UIIeMUsT MIOKapaa SBIISICTCS 4acTO
BCTpevyaroImuMcst cuHapoMoM y 6ompHBIX [KMIT [401].

[MaToreHeTMYeCcKMe MEeXaHU3MBI (POPMUPOBAHUS CTC-
HoKapautudeckoro cunapoma npu 'KMII pa3znuuHbL:
TOBBIIICHIE TTOTPEOHOCTH MUOKApAa B KUCIOPOIe M3-3a
OOJIBIIIEIT ero MacChl M TTOBHIIIICHHOTO JaBJICHUS HAIlOM-
HeHud [55, 402, 403]; yMeHbIIIEHUE PETMOHAILHOTO KPO-
BOTOKA 3a CYET aTepOCKIepo3a 3MUKAPAUATLHBIX KOPO-
HapHBIX apTepuii [404]; aHoMaJIM KOPOHAPHOTO KPOBO-
o0OpaIleHNs M MBIIICYHBIE MOCTUKHU, CITOCOOCTBYIOIIIIE
WIIEMHU 32 CUYET IIUTEILHOTO CIABICHUS M CHUKCHMUS
KpOBOTOKA B paHHEl auacTonmdeckoit dase [405]; Kopo-
HapHass MUKPOCOCYIHNCTAsT TUC(OYHKIMS IIPU OTCYTCTBUHI
3HAYNMBIX CTCHO30B SIMMKAPINATbHBIX KOPOHAPHBIX ap-
tepuii [406-408].

YacToTa BCTpEYaecMOCTU HIIECMUMN/CTCHOKAPIUN,
CBSI3aHHOM C aTepOCKIEePO30M KOPOHAPHBEIX apTepHid,
y 6onbHbIXx 'KMII cocraBnsieT B cpeaHeMm 20%, cTeHO-
KapIuy IIpA HEOOCTPYKTUBHOI KOPOHApHON TMCHYHK-
mun — 51-86% [106, 409].

Yacrora pazsutust OKC y 6ompHbx [KMIT m1py Heo0-
CTPYKTHBHOM TTOpaXKeHN KOPOHAPHBIX apTepHil COocTa-
BMMa C 9aCTOTOH IpHM HAJTWINK KOPOHAPHOTO aTePOCKIIC-
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poza [409]. ¥ mamenToB ¢ 'KMIT 1 OKC mipr HeoOCTpyK-
THBHOM TIOPaXXeHNN KOPOHAPHOTO PYyC/Ia PETUCTPUPYETCST
OoJiee HM3KAsI BEpOSITHOCTb CMEPTH II0 CPaBHEHUIO C TIa-
LIMEHTAMHA C KOPOHAPHBIM atepockiiepo3oM [409].

* JluarHocTUKy cTeHoKapauu y namueHTos ¢ FKMIT
PEKOMEHIyeTCsI TIPOBOIUTHh B COOTBETCTBUM C KIIMHUYC-
CKMMHU PEKOMEHIAIIUSIMH IT0 CTAOMIBHON CTCHOKAPINU
[410].

EOK IC (YAJ 5, YYP C)

MenukaMeHTO3HOE JICUeHNE CUHAPOMa CTCHOKAPIUN
y 60oabHbIXx 'KMII onpenensiercd Haauumem oOCTPYK-
uuu BTJI2K u matroreHeTUYECKUM MEXaHU3MOM KOpO-
HapHOI nuchyHKunu [411].

* ¥V nmauueHrtoB ¢ HeoocTpykTuBHOM ['KMII neyve-
HIE CTCHOKAapOWM PEKOMCHIYETCSI IIPOBOANTH B COOT-
BETCTBUU C KIMHUYECKUMU PEKOMEHIAIIMSIMU II0 CTa-
OmIbHOM cTeHoKapaun [410].

EOK IC (YAJ 5, YYP C)

* ¥V maumeHToB ¢ o6cmpykmusroiu I'KMII mpumMeHe-
Hue nAITD/APA He pekomenmyeTcst 13-3a pUCKa yBEJH-
yenus I'J1 8 BTJIK [392].

EOK IIIC (Y1 5, YYP C)

* V¥V nauneHTtoB ¢ oocmpykmuenoy 'KMII pekomen-
IyeTcs IpUMeHEeHUe OeTa-aapeHo0I0KaTOpOB Kak IIpe-
ImapaToB MEPBOU JMHUM I YCTpaHEHUS IIPUCTYIIOB
creHokapauun u cHkeHus [l B BTJI2K He3aBucumo oT
IMAaTOTCHETUYECKOTO MeXaHM3Ma KOPOHApHOM MMC(YHK-
mnu [1, 3, 93, 412, 413].

EOK I1aB (Y 2, YYP B)

* 'V 6onbHbIX 06cmpykmusnoi ' KMII pekomenayert-
Cs pacCMOTPeTh BO3MOKHOCTh Ha3HAYCHUS BeparamMia**
WIN OVITHA3eMa IS YCTpaHeHUsI IIPUCTYIIOB CTeHOKap-
MY HE3aBUCHMO OT ITAaTOTCHETUICCKOTO MEXaHM3Ma KO-
poHapHo#t nuchyakunu [380, 385, 414, 415].

EOK IIbC (Y11 2, YYP B)

Kommentapun. [lpasuna u ocobeHHoOCmu HA3HAYEHUs e~
panamuna** npedcmaesnenst 6 mabauue 18, Ilpunoxncenue A3
u mabauye 19, Ilpunoxcernue A3.

Y 6oavnvix neoocmpykmusnoit TKMII eepanamun™*
Ccnocober yMeHbuamo uwemuro muokapoa, 6 m.u. 6esbone-
8yI0, U yayuuwams ouacmoauyeckyro gynxyuro JIXK [383].

Ilpumenenue sepanamunra™* uau duamuaszema JIK ¢ uenvio
yempanenust CUMRIOMO8 NPOMUBONOKA3AHO (He PeKOMeHA0-
eano) y 6oavHoix TKMIT u cmenoxapoueii npu nasuuuu XCH
¢ Huskou DB u3-3a Haru4us OMpUYamesbHO20 UHOMPONHO0
deticmeus, 4mo cnocobcmeyem pazeumuro 0eKOMNeHcauuu
XCH [153].

* He pekoMenmyeTcs omHOBpEeMEHHOE Ha3HAUYECHUE
BepamaMmiIa** wim OuiTha3eMa ¢ mBabpammHOM™ ™ y Ima-
uueHToB ¢ 'KMII co cTtabuibHOI cTeHOKapauei m3-3a
pucka pasButus 6pagukapauu u OI14 [416].

EOK/PKO IIIC (Y 1, YYP B)

European Medicines Agency recommends measures to reduce risk of heart
problems with Corlentor/Procoralan (ivabradine) | European Medicines Agency.
https://www.ema.europa.eu/en/news/european-medicines-agency-
recommends-measures-reduce-risk-heart-problems-corlentorprocoralan.

* YV 6onbHbIX 00cmpykmusnoi 'KMII HazHaueHue
OpPraHMYCCKUX HUTPATOB He PEKOMEHAYeTCs 13-3a PUCKa
yeemueHmst ['J] 8 BTJIK [412].

EOK IIIB (VI 5, YYP C)

* YV 6ompHBIX 0ocmpykmusnoii TKMII pekoMeHmy-
eTcsl pacCMOTPETh BO3MOXHOCTh HA3HAYCHMST KOMOMHA-
UM aHTHAHTWHAJIBHBIX IIperapaTtoB (OeTa-aapeHo010-
KaTOpHI, OJJOKATOPHI "MeIJIEHHBIX KaJbIIMEeBBIX KaHa-
JIOB (0JIOKATOPHI KaIbIIMEBHIX KAaHAJIOB), OpraHUYeCcKIe
HUTPATHl IJUTEJIBHOTO MEeHCTBHUSA (OpraHMYeCcKUe HU-
TpaThl), MBAOpanuH**, HUKOpAHIWI, paHOJIA3UH, TPHU-
METa3UANH) IUIST YCTpaHEHUS MPUCTYIIOB CTCHOKAPINHU
B COOTBETCTBUU C KIIMHNUYECKUMH PEKOMCHIAIUSIMHA TI0
crabmwibHOt UBC 1 pemeHneM MyJIBTUINCIIUILIMHAD-
HoI XoMaHaw! [410].

EOK IIbC (VIO 5, YYP C)

3.1.6. Jleyenne OKC y naumnenToB ¢ FKMI

Cpenu nauueHToB ¢ UM mong maumeHToB ¢ TKMIT
cocraBinsger B cpegneM 0,1% [417]. Cpenu GONIbHBIX
I'KMII y 23% passuBaetcst OKC B Teuenue 11 et Ha-
ommonenus [409].

V nmaumenTos ¢ 'KMIT vame pa3suBaetcsa UM 2 tn-
ma 6e3 mogbeMa cermeHTa ST, TIpW KOTOPOM HIKE TO-
CIIUTAJIbHAS JIETAILHOCTD, YeM Yy nanueHToB 6e3 'KMII
[417, 418].

IMaroreneTnueckue MexaHu3MbI popmupoBanusg OKC
y nauueHToB ¢ 'KMII paznuuHbl: pa3pbiB aTepOCKIEPO-
TUYECKOM OJISIIIKM 3IMKapAMaIbHON KOPOHAPHOI apTe-
puu perucrpupyercs B 20% ciaydaen [419], Tpom603 npu
HEOOCTPYKTUBHOI KOpOHapHOU muchyHKuuu — B 51%
B CTpyKType mpuunH [409].

I[latodusuonornyecknue MexaHU3Mbl (POPMUPOBA-
HUS TpoM0OO3a B KOPOHAPHBIX apTepusIx 0e3 aTepo-
ckiieporudyeckoro nopaxeHus npu 'KMII cBsi3aHbI
CO CIaBJICHMEM BHYTPUMUOKAPIMATBbHBIX KOPOHAPHBIX
apTepuii M CHIDKeHHEM KPOBOTOKA B HUX B paHHEH M-
acTONMYECKOM (hasze, Ba30CIIa3MOM M 3HIOTEINAIbHOU
IUCOYHKIINEH MUKPOCOCYINCTOTO KOPOHAPHOTO pyciia
[420].

* ¥V naumeHToB ¢ HeoOcTpykTuBHON ['KMII neue-
are OKC 1pu HaTUIuM pa3phiBa aTepOCKICPOTHICCKOM
OJISIIIKKM KOpOHapHbBIX apTtepuid o naHHbiM KAI peko-
MeHIyeTCs TIPOBOANTEH B COOTBETCTBUM C KIIMHUYECKUMU
pexoMeHaaussMu o UM ¢ mogbeMoM u 0e3 moabeMa
cermenTa ST [421, 422].

EOK IC (Y1 5, YYP C)

* V¥V nauueHTtoB ¢ HeobcTpykTuBHOU ['KMII pe-
KOMEHIYeTCsl PACCMOTPeTh BO3MOXKHOCTD JieueHnsT OKC
MIpY HEOOCTPYKTUBHOM KOPOHAPHOU TMCOYHKIINU B CO-
OTBETCTBHUU C KIIMHUYECKUMU peKoMeHmanusamMu mo MM
¢ TIogbeMoM 1 0e3 mombema cermeHTa ST [421, 422].

EOK IIbC (YA 5, YYP C)

Kommenrtapun. Memaanaauzor nabarodamenvHulx Uc-
c1e008aHUI NPOOEMOHCMPUPOBANU, YMO Y NAUUEHINO8
¢ OKC ¢ HeobcmpykmueHoll KOpoHaApHOU Ouc@hyHKyuei
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npumenerue uAIID/APA, 6ema-adperobaokamopos, cma-
MUH08, 0BOUHOI AHMUMPOMOOUUMAPHOU MEPanuu CHUICA-
em omHocumenvHole pucKu 00AbUUX CepietHO-COCYOUCMbIX
codbimuil u/uau cmepmenvHbvlX ucxo0os [423, 424].

Ecmb muenue, umo 66100p anHmumpomoOOUUmMapHslx
cpedcme u ux mepanesmuyeckuil aghpgpexm modiicem eapwii-
po8amMb 8 3a8UCUMOCIU OM NAMOPDUIUON0UHECKUX MeXA-
Huszmoe pazeumusi UM npu neobcmpyKmueHoli KOpOHApHOU
ducgynkyuu, Ho onpedenerue ux KpaiiHe 3ampyoHUMENbHO
6 duaenocmuxe OKC [425-427].

* ¥V nanueHTtoB ¢ oo6cmpykmueroi ' KMII He3aBucu-
MO OT MATOTe€HETUIECKOTO MEXaHW3Ma Pa3BUTHUS TPOM-
003a peKOMeHIyeTCsl PACCMOTPETh BO3MOKHOCTD JICUCHUS
OKC B coOTBEeTCTBUM C KIIMHUIECKUMU PEKOMEHIAIINSI-
mu 1o UM ¢ moxpeMoM 1 0e3 moabeMa cermenra ST 3a
nckmoueHreM HAITI®/APA n3-3a pucka yBenmmaerus I'/]
B BTJI2K npu ux mpumeHeHum [428].

EOK IIbC (V111 4, YYP C)

3.1.7. Jleuenne AT y naumenToB ¢ FKMIN

Y 37% 6oababix KMII perucrpupyercs Al, uyto
B IICJIOM COOTBETCTBYET PACIPOCTPAaHEHHOCTH B OOIICH
rmonysiuuu [45].

AT y 6onbHbiXx TKMII He BAMsET HA pUCK CMEPTH,
cBga3aHHbIl ¢ TKMII, HO yBelnunBaeT pucK OOJIbIINX
cepaedHo-cocyaucThix coobrtuii 1 XCH [49].

ITporno3 mauuentos ¢ 'KMII, nonyyaronmx aHTU-
TUTIEPTCH3UBHYIO TepaIHio, JIy4llle, BKIIOYas CHIDKCHUE
cMmeptHOCcTH [50].

* JInarnoctuky Al' y naunentos ¢ TKMII pekomen-
JyeTcsl TIPOBOAUTE B COOTBETCTBUU ¢ KIIMHUYECKUMU pe-
koMeHpanusmu 1mo Al [429].

EOK IC (YAJ 5, YYP C)

* V¥V manuentoB 'KMII u AI' pekomenayercsi JOCTU-
JKEeHUeE IIeJIeBBIX MoKa3aTteiaeit Al B COOTBETCTBUHM C KITU-
HUYECKUMM PEKOMEHIAUMSIMU 110 Al, crielmaibHBIX 1Ie-
JIeBbIX 3HaueHuit AJl He ycTaHoBieHO [429].

EOK IC (YAJ 5, YYP C)

¢ [MTanuentam 'KMII u AI' pekomeHnayioTca Heme-
IUKaMEHTO3HbIe Mephl (0OyueHMe, IreTa, CHIDKCHUE
MaccHl Tena, orpannmdeHne conu, ®H) B coorBeTCTBUNI
C KIIMHAYECKNMU peKoMeHmanusaMu mo Al [429].

EOK IC (Y1 5, YYP C)

* [Manmenrtam ¢ neoocmpyxkmugnoii TKMII neuenue
AT pekoMeHIyeTCSl B COOTBETCTBUM C KIMHUICCKIUMHU pe-
koMeHpanusamu mo Al [429].

EOK IC (YA[1 5, YYP C)

* ¥V maumeHToB ¢ o6cmpykmueroi T'KMII u AT pe-
KOMEHAyeTCsl Ha3HAaUYeHNEe MaKCUMAaJIbHO TTePEHOCUMBIX
103 HEeBa30IMJIATUPYIOIMMUX OeTa-aapeHOOIOKATOPOB
Kak Tepanusi nepBoii auHuuU s cHukeHust Al u I']
B BTJIK [1, 3, 148, 383, 384].

EOK IIaB (VI 3, YYP B)

* YV 6onbubix 0ocmpykmugroii TKMIT u AT peko-
MEeHIyeTCsl pAcCCMOTpeTbh BO3MOXKHOCTb Ha3HAUEHUS Bepa-
maMuIa** wim OWITHa3eMa, eCiu 0eTa-aapeHo0I0KaTo-

pBI TIPOTUBOITOKA3aHbI MK He TepeHocstes [1, 3, 148,
430, 431].

EOK IIbC (YA 4, YYP C)

* He pekoMenmyeTcss KOMOMHMPOBAHHOE Ha3HaYe-
HUe OeTa-aJipeHOOJIOKATOPOB C BepamaMuioM™** uan
nuinTtuaszeMoMm y Bcex naumeHToB 'KMII u AI' u3-3a
pUcKa CyMMHpPOBaHUS MOOOYHBIX 3(pdekToB [432].

EOK IIIC (YA 5, YYP C)

* V¥V 6oabHbiX o6cmpykmusnoi 'KMIT u AI' npu
HEJOCTIDKEHUU 1IeNIeBBIX TToKazateneir AJl Ipu ucmosb-
30BaHUM MaKCUMAaJIbHBIX 103 OeTa-aIpeH00I0KATOPOB
WM BepamaMimia**/muiaTrazeMa peKoOMeHAyeTcsl pac-
CMOTPETh BO3MOXKHOCTh MIPUMEHEHUST HU3KUX 103 THa-
3UIHBIX/TUA3UIOTIONOOHBIX TUYPETUKOB TTOJT KOHTPOJIEM
NpuU3HaKoB runososiemun [1, 3, 148, 429].

EOK IIbC (YO 4, YYP C)

Kommenrapun. [lpu nasuuuu xponuueckoil 60oae3nu
nouek u ckopocmu kayboukosoi guaempayuu <30 ma/
mun/1,75 m? y 6oavnoix OTKMIT u AT npu nedocmuce-
Huu yeneguix noxasameneil AJl moxcem Obims paccmompeno
0CMOPOJICHOe NPUMeHeHUe HUZKUX 003 nemaesbix ouypemu-
K08 nod KoHmpoaem npusxaxog eunogosemuu [1, 3, 148,
429].

* ¥V nauueHToB ¢ oocmpykmusnoi T'KMII u AT npu-
meHeHue MAIID/APA He pekomeHmyeTcs M3-3a prcKa
yBennuenus I'Jl B BTJLK [392].

EOK HIC (Y11 5, YYP C)

* YV oompHBIX 06cmpykmusHoi 'KMII He pekoMeH-
nayetcs: (TPOTUBOIIOKA3aHO) HAa3HAYCHUE TUTUIAPOITMPU-
JTVUHOBBIX OJIOKATOPOB "MeJJIEHHBIX" KaJbIIMEeBBIX Ka-
HaJIOB (CEJIEKTUBHBIEC OJIOKATOPHI KAJIBIIMEBhIX KaHATOB
C TIPEMMYIIIECTBEHHBIM JEHCTBUEM Ha COCYMbI, aHTAro-
HUCTBI KaJIbIIsI AUTUAPOITMPUINHOBOTO psina (Hudenu-
muH**) m3-3a pucka yseamueHust [J1 8 BTJIK [412].

EOK IIC (YA 5, YYP C)

Kommentapuu. [Ipenapamel, pexomendyemvie 045 ne-
uenuss AI, makue kax cnuporosakmon™*, eascapman/ca-
Kyoumpun**, arvgha-adpenobaokamoput, MOKCOHUOUH™*,
ne uzyuanuce npu OTKMII u AT ¢ nosuyuii konmpons Al
[429]. Pewenue o HazHaueHuu OGHHbIX 2PYRN NPENaApamos
Modicem Oblmb NPUHAMO MYAbMUOUCUUNAUHAPHOU KOMAH-
d0il npu pe3ucmeHmMHOCMU K NPOBOOUMOMY anmueunep-
MEeH3UBHOMY AeHeHUI) NO0 JHCeCMKUM KOHMPOAEM NepeHO-
cumocmu U 2eMOOUHAMUKU.

3.1.8. Jleuenue @M y nayuenTtor ¢ FKMMN

®I1 gBnsgerca HamboJiee YACTO apuUTMHUE MpH
I'KMII, pacnpocTpaHEeHHOCTb KOTOPO 3aBUCHUT OT TSI-
XecTu 3aboseBanus: 22% B oO1ieil koropre u 10 32%
B KOTOpTE MAIIMEHTOB C ITOKA3aHUSIMU IS MMILIaHTa-
uun UKI*** u DKC***/nByxkamepHoro DKC*** [39,
149, 243, 370, 396, 433, 434].

Yacrora Bctpewaemoctl DI de novo B 00111€iT KOTOP-
te 'KMII cocrabnsier ~2% B rogx [149, 370, 396].

3agauamu papmakorepanmu ipu 'KMII, ocioxxHeH-
Hoit DI, IBISIOTCA KyNUpOBaHUE IPUCTYIA, TIPOodhH-

248



KNMHWYECKME PEKOMEHZALNN

JIAKTUKA PELUUIUBOB apUTMUU U TPOMOOIMOOIUYESCKUX
OCJIOXHEHU. OCHOGHbIE MEPOnpUsMUsL N0 NPOPUAAKMUKE
MpomMO0IMOOAUHECKUX OCAOICHEHUT NPeOCmAsAeHbl 8 Ma-
oauue 23, Ipunoxncenue A3.

3.1.8.1. BoccTaHoBREHME CMHYCOBOMO puTMa 1 NpodunakTuka
peunameos @My naumeHToB KM

* Jlns BBISIBJIEHUST OECCUMIITOMHBIX WJIM MaJIOCUM-
NTOMHBIX TTapokcu3MoB PIT u onpeaenenus pucka BCC
B Koropte maumeHToB ¢ ' KMII, pazmepom JIIT >45 mMm
U C CUHYCOBBIM PUTMOM PeKOMEHIYeTCsl TIPOBEIeHUE
48-gacoBoro XM cepmedyHOro puTMa Kaxiable 6-12 mec.
[1, 3, 127, 146, 150, 238, 370, 435, 436].

EOK IIaC (Y11 4, YYP C)

Kommenrtapuu. O6napyscenue @I ¢ nomowpto umniam-
mupyemo2o nemneso20 pecucmpamopa npedcmaegnsem co-
001l YHUKAAbHYIO 803MOJICHOCMb 051 ObICHIPOO Bbl61CHUS
bec- uau masocumnmomuulx napoxcusmos DII ¢ yeavio
npogurakmuku mpomooImMO0AUYECKUX 0CA0NUCHEHUL 00 MO~
20, Kak cayuuacs uncyasm. Ipeduxmopamu pucka 603HUK-
noseruss OII npu TKMII seasomces: npedceponas KMII,
yeeauuenue pazmepa u ovsema JIII, nosviuienue ypogHeii
NT-proBNP 6 kposu, XCH III-1V ©K, noxcunoii 6o3pacm,
oocmpykuus BTILK, eoenreuenue npagvix omdenog cepoua,
2eHemuuecKue haKkmopul.

* PekomeHayeTcs BOCCTAHOBJICHUE CUHYCOBOTO PUT-
Ma TIyTeM TPSIMON 2JIEKTPUYECKOl win (hapMakoIoTu-
YeCKO KapIMOBEPCUM C BHYTPUBEHHBIM BBEICHUEM aMUO-
JapoHa™ y IMaIlMeHTOB ¢ HeIaBHO BO3HUKIIEH (<48 1) DI1
[1, 146, 150, 243, 435, 437].

EOK IIaC (Y1 5, YYP C)

Kommentapun. llayuenmam c eemodunamuueckoil He-
cmabunvHocmuio Ha ¢one napokcusma DII pexomendosa-
Ha DKCMPeHHAs INeKmpu1eckas Kapouosepcus no mem jice
npasunram, Kak u navyuenmam oez TKMII.

Iemodunamuuecku cmabunvHoim nayueHmam 6e3 npeo-
wecmegyruell AHMUKOA2YATHMHOU N0020MOBKU KaApouo-
eepcus Modcem Oblmb NPosedeHa MoabKo 6 cayyae, ecau
0AUMENbHOCb MeKYyWee0 NapoKcusma He npesviuiaem
48 u. Y nayuenmos ¢ beccumMnmomMHbIMU NAPOKCUMAMU
@I, a makxce 6 cumyayusx, Koeda nayueHm 3ampyo-
HAemcsl HA36amb OAUMENbHOCHb MeKyujee0 napoKcuma
U He noaAyvaem aHMUKOGRYASHMHYI0 MePanuo NOCMOSIHHO,
peKomendyemcs 6030epiucamuvCs Om He3amMeoAUmenbHO20
B0CCMAH0BACHUS CUHYCOB020 DUMMA.

B amoii cumyayuu 603M0XNCHO NPpUMeHeHUe 08YX Cmpa-
meeuil 6edenusi.

Ilepsas cmpameeus: npogedenue panneli Kapouogepcuu
nocae YI1-9OxoKI, ne eviseusuieit mpomobvl 6 noaocmsx
npedcepouii. AHmuKoazyAsiHmMHas no00epICcKa 80 8pems
npouedypsl 80CCMAHOBACHUsL CUHYC08020 PUMMA 0053a-
meabHa.

Bmopas cmpameausi: npu He803MONCHOCMU NPOGeOeHUs
YII-Ox0KI uau evisierenuu mpombos 6 nosocmsx npeo-
cepouit npu YII-DxoKI caedyem nposodums no3onww
Kapduosepcuio nocae 3 Hed. AHMUKOAYASIHMHOU mepanuu

(nocne kowmpoavroii YI1-OxoKI, o6s3amenvhoil 6 cayuae
Haauyus mpomoos 8 noaocmsax npedcepouil Npu nepeom 00-
caedosanuu).

Ilpunumas 6o enumanue mom ¢hakm, umo PII y nayu-
enmos, cmpadarowux TKMII, kax npasunro, npomexkaem
C BbIPAICEHHOU CUMNMOMAMUKOIL, 80CCMAHOBACHUE CUHY-
€08020 pUmMMAa O0ANHCHO PACCMAMPUBAMbCS HE MOALKO NpU
HedaeHo 603HUKUlell, HO U npu nepcucmupyouei gopme
@II, koeda soccmarnosaeHUe CUHYCO8020 PUMMA NPedcmag-
ASIeMCsl 8eCoMA 8EPOSIMHBIM.

* ¥V nmauuentoB 'KMII mocne npssMoii 3aeKTpuye-
CcKOil mim (hapMaKoJIOTUYECKO KapIUOBEPCUUN PEKO-
MEHIyeTCs Ha3HauYeHWEe Teparuyu aMUOJapOHOM™* myist
npodwmraktuku peuuausos PIT [1, 146, 150, 369, 370,
435, 437, 438].

EOK ITaB (YA 4, YYP C)

KommenTtapuu. Amuodapon™* searsemes camvim aghghex -
MUBHbLIM AHMUADUMMUYECKUM NPenapamom ons npogu-
aaxkmuku DII, on be3onacen u s¢pghpeKmueen y nayueHmos
¢ T'KMII, ocaoncuennoii @II.

B cayuae, ecau amuodapon™* maszmauaemcs de novo,
Hawame mepanuro caedyem ¢ NpUMeHeHUs] HACbIUaouux
003 npenapama (Hacvlujaroujue 003vl U MeMAbL HACLIULE-
HUSL 8 cCOOmMeemcmeuu ¢ peKomeHoayusmu o1 oobueil no-
nyasyuu nayuenmos, cmpadaouux DPII) nod peeyraprvim
xowmponem YCC u DKI kormposem npodosdicumenvHocmu
PO u QT. B nepsvie mpu O mepanuu peKomeHOyemcsi
exucednesnvtit IKI' konmpons. Yonunenue unmepeana QT
0o 3nauenuil, npesviuarouwux 500 mc, mpedyem CHuUMICEHUS
003bL UnU OMMeHbl npenapama.

Mosnekynra amuodapona™* codepucum dea amoma tiooa,
8 CBA3U C HeM amuodapon™* oxazeieaem eausHue Ha Me-
maboau3mM 20pMOHO8 WUMOBUOHOIL Jcene3sl 3a CUEM UHeU-
buposarus npespauweHus MpULOOMUPOHUHA 8 00WUTl M-
pokcun (6a0kupyem mupokcuH-5-0eitodunasy). Ha ghone
0AUMeNbHO20 XPOHUHECK020 NpUéma amuodapona™* mozym
Habawdamscs Hapyulernust (QYHKYUU wumosuoHoil Jcenesbl,
KaK amuo0apoH-unoyyupo8aHHulii 2Uunomupeos, mak u eu-
nepmupeo3.

Hcxoono, do nasnauenuss amuodapona™*, caedyem uc-
KAYUMb HAAUYUe Y NAUUEHMA NAmoA02UU WUMOBUOHO
Jcenesvl (GbINOAHUMD YALIMPA3GYKOGOE UCCAE00BAHUE ULU-
moeuoHoIl Jceae3bl U NAPAWUMOBUOHBIX Jceae3 U onpe-
deaumbv ypoeeHb MUPEOMPONHO20 20PMOHA U aAHmMuUmMen
K mupeonepoxcudase ¢ kposu nayuenma). [Ipu nasuuuu
namoAaoeuu WUmMoBUOHOU Jicene3bl B03MONCHOCMb HA3HAYe-
HUs amuodapona** u/uau npodoaxcenus mepanuu amuo-
daponom™* doaxcua Obimb 00cyicoeHa ¢ 3HOOKPUHONO-
eom. B npouecce neuenus amuodaponom™* na peeyasproi
OCHOBe (npu omcymcmeuu KAUHUHeCKUX nodo3peHui Ha
namonoeur0 WUMoBUOHOI dcene3vbl yepe3 3 Mec. OM HaA4a-
aa mepanuu u dasee He pexce 1 pasza 6 6 mec.) caredyem
onpedeasims ypo6eHs MuUpeonponnHoz0 20pMoHa, npu Heoo-
X00umocmu — 6bINOAHAMY YAbMPA3EYK0G0E UCCACO08aAHUE
wWumMoeuUOHOI Jceae3bt U NAPauUmMosUOHbIX Jceae3, onpeoe-
A1Mb c60000HbIe MPUTLOOMUPOHUH U 00WUIL MUPOKCUH U UX
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coomnouenue. AmMuo0apoH-uHOYUUpPOGAHHbLIL 2UNOMUPEO3,
Kak _npasuno, He mpebyem ommenvl npenapama. Jleuenue
MUPOKCUHOM peKOMeHOYyemcs 6cemM 00AbHbIM ¢ MAHU-
Gecmubim amuo0apoH-uHOYYUPOBAHHIM 2UNOMUPEO30M.
Cybkaunuueckue gpopmovl 00bIMHO He mpebyiom e2o0 HA3HA-
YeHUsl, HO 3a NAUUEHMOM cAedyem OCyulecmensims Haonio-
deHue ¢ onpedeneHuem YPOGHs 20PMOHO8 WUMOBUOHOU Jice-
Ae3bl Kaxcovle 4-6 mec. Bedenue nayuenmog ¢ amuooapoH-
UHOYUUPOBAHHBIM MUPEOMOKCUKO30M 3A8UCUM OM MUNA
eunepmupeosa. Pazauuarom amuooapon-unoyyuposanHulii
mupeomokcuko3 1 muna (paseueaemcs npu HaAUYUU A6~
MOHOMHBIX AKMUBHBIX Y3108 WUMOBUOHOU Jceae3bl Uil Ad-
menmHolti 6oaesnu Ipeiieca), amuodapor-uHOYYUPOBAHHbLLL
mupeomokcuxko3 2 muna (pazeusaemcsi ecaedcmeue oe-
CMPYKMUBHO20 MUpeouduma u3-3a Uumomokcu1eckKoeo
aghpekma amuodapona) u cmewanHyo opmy amuooapoH-
UHOYYUPOBAHHO20 MUPEOMOKCUKO03d, 0451 KOMOPOU Xa-
pakmepHo couemaHnue oboux mexaunuzmos. lloserenue
amuo0apor-uHdyyUpo8aAHH020 MUPEOmMoKcUKo3a 8 001b-
wuHcmee cayuaes mpebyem ommensv._npenapama. Illpu
amuo0apoH-uHOYYUPOBAHHOM mupeomokcuxose 1 muna no-
Kasana mepanusi AHMUMUPEOUOHbIMU NPenapamamu, npu
amuo0apoH-uHOyyUpo8aHHOM MUpeomokcukose 2 muna —
enrKkokopmukoudamu. HMx Kombunauyus pexomeroyemcs
npU CMEUWAaHHOM 8apuanme amuo0apoH-uHoyUUpo8aHHO20
mupeomokcukosa. Pewenue o npodoascenuu uiu ommene
amuooapona npu amuo0apoH-uHOYYUPOBAHHOM MUPEOMOK -
CUK03€e 00ACHO NPUHUMAMbCS UHOUBUOYANBHO COBMECIHO
CReUUaNUCmami-Kapouono2amu U SHOOKPUHOA02AMU C yUe-
mom noav3el u pucka [439-441].

Comanon** moxcem ucnonb3o8amecs 8 Kavyecmee anb-
MepHaAmUBH020 AHMUAPUMMUYECK020 npenapama 8 je-
yenuu DPII y nayuenmoe I'KMII, ocobenno 6 cayuae um-
naaumayuu UKI***, xoms KauHuvecKuii onvim e2o npu-
MeHeHusi oepaHuyen. B mo dice épems credyem yuumoigame
cyuwjecmeeHHo bonee HU3KYH aghpekmusrnocms comanora™*
8 cpasHeHuu ¢ amuoo0apoHom™* u 6onee evipadlicenHvle NPo-
apummoeentole I¢hpexmol. Kak u 6 cayuae Haznauenus
amuodapona™*, mepanus comanonom™** mpebdyem pecyisp-
Hoeo koumpoas 4YCC, PQ u QT.

* bera-ampeHoOsiokaTop uiauM Bepamamwmwi** uau
JMAITUA3EM PEKOMEHIYIOTCS IJIsT KOHTPOJISI YaCTOThI CO-
KpallleHU# XeJyanoukoB y namueHtoB ¢ 'KMII, mocro-
sSHHOM niu nepcuctupytomein OI1 [1, 3, 126, 146, 150,
369, 370, 435, 437, 438].

EOK IC (Y1 5, YYP C)

Kommenrtapun. /Jlokazamensnas 6a3a, noomeepicoa-
rowas s¢hpexmusHocms 6ema-adpeHobA0Kamopos, eepa-
namuna** uau duamuaszema y nayueHmos, cmpaoarujux
TKMII, ocaoxcnéunoit ©II, omcymemayem. Jleuenue be-
ma-adpernobaokamopamu, eepanamurom™** uiu ousmu-
azemom 004xCHO ocyutecmeasimocsi nod Koumposem 4CC
U AMpuUoBeHMPUKYAAPHOU NPOBOOUMOCHIU.

* Pekomenmyercsi paccMOTpeTh BO3MOKHOCTh Ha3Ha-
YEeHUST HU3KUX J03 JUTOKCUHA** y TIAIIMEHTOB C HEO0O0-
crpyktuBHOM 'KMII, cTpamarommx mMocTosSHHOM op-

Mot ®IT u XCH II-1V ®K ¢ ®B JIXX <50%, mid KoH-
tposist YCC [1, 3, 146, 147, 150, 153, 154, 370, 435].

EOK IIbC (YA 5, YYP C)

Kommentapun. /loxazameavnas 6aza, noomeepic-
dawuwas s¢h@pexmusnocms dueokcunHa** y nayuenmos,
cmpadaruwux Heoocmpykmusnoit TKMII, ocaroxncHénHol
@II, omcymcmeyem. Hnoueudyanrvnas 0oza dueokcuna™*
onpedensemcsi ONMUMAAbHOU KOHYenmpayuell npenapama
6 coigopomke kposu (0,5-0,9 ne/ma), obecneuusarouell
Haunyuuiee coomuoueHue IpexkmusHocmu u 6e30nacHo-
cmu [150].

Hauanvusie u yenesoie 003bl npenapamos npu aexap-
cmeennoil mepanuu FKMII npedcmagaenvt ¢ mabauye 19,
Ilpunoocerue A3.

3.1.8.2. MpodunakTrka TPOMO03IMOONHECKMX OCNOXHEHNI
y nauyentoB ¢ FKMIM n ®r

* AnTtaroHucthl ButammuHa K (Bapdapmu™*, meme-
BOE MEXIYHapOIHOE HOPMaJIM30BAHHOE OTHOIICHWE
(MHO) 2,0-3,0) i mpsiMble opabHBIe aHTUKOATYJIsSTH-
Tl (ITOAK) (maburatpaHa sTeKcwiaT** MM pUBapo-
KcabaH** win annkcabaH**) peKOMEeHIYIOTCS BCeM Ta-
ueHtaMm ¢ 'KMII nipu oTcyTCTBUMM MPOTUBOIIOKA3aHUIMA,
Y KOTOPBIX Pa3BWIACh MEPCUCTUPYIOINIAs, TTOCTOSTHHAS
nnu napokcusmanbHast opma OI1, misa mpodunakTukm
TpoMOO3MOOIMYEeCKUX ocoxXHeHnit [1, 3, 146, 150, 243,
371, 435, 442-446].

EOK IC (VI 2, YYP A)

Kommentapuu. Heo6xodumo nomuume 06 dMOpUOmMoK -
cuunocmu eappapuna** (cm. Pazden "TKMII y 6epemen-
HbIX").

Menvue dannbix no aHMUKOARYAAHMHOU mepanuu npu
TII, Ho puck mpomb60aIMbOAULL NPU HEM CHUMAECCS MAKUM
ace, kak npu DII.

» PexomeHmyercst olleHKa prucKa KpOBOTEUCHUI TIpH
HaszHaueHNU [TOAK (mIpssMBIX MHTHOUTOPOB (haKTOpa
Xa Wi MHTUOUTOPHI TPOMOWHA TIPSIMBIE) B COUYETAHUU
C UHTUOUTOPAMU arperaiuyd TPOMOOIUTOB (aHTHUATPE-
TaHTBI KPOME TelapruHa) Uiu 0e3 HUX ¢ TTIOMOIIIBIO TITKa-
ol HAS-BLED [1, 3, 146, 150, 370, 371, 435, 437, 442,
443, 446, 447].

EOK ITaB (Y 4, YYP C)

KommenTapun. 3 u 6o1ee 6arnos no wkare HAS-BLED
(He eaauduposana oas nayuenmos ¢ I'KMII) ykazvieaem
Ha 8bICOKUIl PUCK KposomeyeHull. Y makux nayuenmos
0021CHbL ObIMb NPUHAMbL MePbl NPedoCMOPOICHOCU C A~
00pamopHbIM U KAUHUKO-UHCIPYMEHMAAbHIM KOHMPOAEM
(koaeynoepamma (opuenmupogouHoe uccaedoganue Cu-
cmeMbl eeMocmasa); AKMmueUpoBaHHoe Hacmu4Hoe mpom-
bonaacmurnosoe epems,; onpedenenue MHO). Ilpeixcoe
8ceco0 HeobXo0umo npogecmu NOUCK NOMEHYUANbHO20
cyocmpama kposomeuenus neped nHasnaueHuem IIOAK.
Pekomendyembie nabopamopHbie aHAAU3bL UeAeCO0OPAZHO
nosmopsams no mepe Heobxodumocmu, Ho He pedce 1 paza
6 200 [146, 150].

Illlkana HAS-BLED — cm. Ilpunoxcerue I'5.
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KNMHWYECKME PEKOMEHZALNN

Pexomenoayuu no noucKy nOmeHyualbHo20 cyocmpama
Kkposomeueruss — cm. mabauyy 21, Ilpunroycenue A3.

Tak kak namoaoeus no4eK accoyuupyemcs He monb-
KO C 8bICOKUM DUCKOM MPOMOOMUYECKUX OCAOICHEHUIL,
HO U C 8bICOKUM PUCKOM KpogomeueHuil, 0as obecneue-
Husi 6e30nACHOU AHMUKOA2YAAHMHOU mepanuu mpely-
emcs peeyasipHulil KOHMPOAb KPeAmUHUHA Cbl8OPOMKU
Kpoeu U pac4ém KaupeHca KpeamuHuna no gopmynre
Koxkpogpma-Toama 6e3 cmandapmuszayuu Kk niouiadu no-
eepxHocmu mena 041 évibopa onmumanvroli 00361 I[IOAK
[150].

Pexomendyemas uacmoma 0013amenbHbIX AHAAU3Z08
KpO8U HA KpeamuHun y nauueHmog — cm. maobauyy 20,
ITlpunoxncenue A3.

* Ecmm manment ¢ 'KMII, ocnmoxuennoit ®II,
HE MOXET MMPUHUMATh MTON0O0paHHYIO 03y BapdapuHa™**
13-32 TOOOYHBIX NEUCTBUI MW HEBO3MOXHOCTH TIOM-
JIEP>KUBATh TePATIEBTUUECKUI YPOBEHb aHTUKOATYJISIIINN
(MHO 2,0-3,0), unu ocymecTBisiTh MOHUTOpUHT MHO,
pekomenayercsi ucrmonb3oBaTh [IOAK (maburarpana
aTeKCUIaT** mianu pmBapokKcabaH**, mian anmmkcabaH**)
[1, 3, 146, 150, 243, 371, 435, 442-446].

EOK IB (VI 2, YYP A)

Kommenrapun. Bappapun™** usu dabueampana smex-
cunam™* uau pueapoxcaban™* uau anuxcaban** caedy-
em HA3HaA4ame He3asUcuUmMo om Koauvecmea 0ain08, no-
ayuennolx nayuenmom no wkanre CHA,DS,-VASc daxce
nocae odnoeo snuzoda DPII. Illkara CHA,DS,-VASc —
cm. Tpunoncenue I'4.

* Bo Bcex cayuasgsx 'KMII, ocmoxuennoi ®II,
PEeKOMEeHIyeTCsl TIOXKU3HEHHAsT Tepanus BaphapuHom™**
(MHO 2,0-3,0) unu ITOAK (madburatpaHa 3TeKcuUa-
TOM** MU puBapoKcabaHoOM™** MM anmuKcabaHoM™**),
Jlaxke ecIi CUHYCOBBIN PUTM OBLT BOCCTAHOBJIEH U CTOM-
Ko yaepxwuBaercs [1, 3, 146, 150, 243, 371, 435, 442-
446].

EOK IC (VI 2, YYP A)

* [TTammentam ¢ TKMII, ocnoxuennoit MI1 6e3 BBI-
paxeHHoro yBeauuyeHus JITI, B cinyyasax pedpakrepHoi
K (apMakoTepanuu CUMNTOMATUKU WU HEBO3MOXKHO-
CTU MCTOJIb30BaHUSI aHTUAPUTMUIECKUX TIPeTrapaToB
unu nx HedGhPEKTUBHOCTU PEKOMEHAYETCS BbINOJIHEHUE
KaTeTepHbIX mpouenyp [1, 3, 146, 150, 435].

EOK ITaB (Y 5, YYP C)

KommenTtapuu. Hneaszusnvie memods: nevenus DI —
cm. Pazden 3.2.

3.2. Xupypru4yeckoe u UHTEPBEHLMOHHOE NiIe4eHne
runepTpoduyeckom kapguommonaTumn
3.2.1. Pepgykuua MXnN

[Tpu OT'KMII xupyprudecKuit MeTOH JICUCHUS SIBIISI-
eTcd "30JI0TBIM CTaHIapTOM".

s n301MpoBaHHON MUOSKTOMMU CPEeIHUE TTOKa3a-
TEJIM TOCIIUTAIbHOM JIETaTbHOCTH COCTaBISAIOT <2%, a-
(exTuBHOCTE — GoJIce yeM y 90% malmeHTOB, YacToTa
ocyoxHeHuit — <5%.

* Peaykuus MXKII pekomeHayeTcs maludeHTam
¢ O'KMIT ¢ cumnromamu XCH mim ¢ TTOBTOPHBIMU
00MOpOKaMU, HECMOTPST Ha ONMTUMATbHYIO MEIUKAMEH-
To3HyI0 Tepanwmio [1, 3, 89, 121, 377, 448, 449].

EOK IB (Y11 4, YYP C)

Kommenrtapuu. 7100 OTKMII paccmampuearomes cae-
dyrwuue eapuanmor oocmpykuyuu: 171 ¢ BT/IXK (6 nokoe
UAU MAKCUMANBHO NPOGoyupyemblii) >50 Mm pm.cm., 6 m.u.
npu 08yxyposHegoil oocmpykuyuu (cpedHexncesydouKosas
o6cmpyKuust uau obCcmpyKuyusi Ha ypogHe xopd); deyxaice-
aydoukosas oocmpyxyus (I ¢ BT/I2K 6 nokoe uau ma-
Kcumanvho npogoyupyemoiit >50 mm pm.cm.; T ¢ BTIIK
>16 mm pm.cm. 6 nokoe). Bazoeaeanvubie 06mopoxu y 6016~
Hoeo caedyem uckarwuumeo (cm. Ipusoxcenue bS).

* PexkoMeHmyeTcs pacCMOTPETh BO3MOXHOCTh BbI-
nosHeHus: penykuuu M2KIT B onbITHBIX LIEHTpax y ma-
menToB ¢ OTKMIT u XCH II ®K npu Hammyum 101mosr-
HUTEJIbHBIX KJIIMHNYecKnX (pakTopoB: Tsxkenas JIT ITI-TV
@K, cBg3anHas ¢ ooctpykumeir BTJIK mwim MP; pac-
mmpenue nosioctu JIIT ¢ omHUM 1 60J1ee CUMITTOMHBIMU
anm3onamu PI1 B aHamHe3e; MOJIOJbIE JTIOAU C OYEHb
BeicokuM [JI (>100 mm prt.cT.) B BTJI2K B 110KOC [1, 450-
460].

EOK IIbB (Y] 4, YYP C)

Kommentapun. Pedyxyus MXKII ocywecmeénsemcs
¢ nomouipro CM3D — xupypeuueckoii musxmomuu no Moppoy
(Morrow) 6 ycaosusix UK (A16.10.003.23 Muskmomus no
Moppoy (Morrow) 6 ycaosusx UK) ¢ ucceuenuem 30Hbl
acuMmempuyHoU eunepmpouu ¢ UCHOAb30BAHUEM Upe3-
aopmanvHoeo 00CMyna; ¢ ucceuenuem eunepmpouposan-
HOU MblUEeYHOU MKAHU 8 30He 00CMPYKUUU U3 KOHYCHOU
yacmu 112K, ucceuenue mviuieyHoll mKaHu 6 30He cunep-
mpoghuu npu couemanHoil 00CMPYKUUU 8bl600HbBIX 0MOeN08
0boux cenydoukos cepduya; ¢ ucceveHuem eunepmpoqpu-
POBAHHOU MblULEHHOI MKAHU 8 COYeMAaHUU ¢ NAACMUKOU
BbIXOOHBIX 0MOen08 00ouUxX KHceay0ouKo8 cepouya, ucceveHue
MbLULEMHOU MKAHU 8 30He eUunepmpouu ¢ peKoHCMpYKyU -
ell noaocmetl Jceay0ouK0g cepoya, ¢ ucceveruem Molule4Hol
MKAHU 8 30He eunepmpopuu 8 couemaruu ¢ NAACMUKOl
MK; ¢ ucceuenuem mviue4Hol MKAHU 6 30HE eUNEPMPO-
Guu 6 couemaHnuu c npome3uposaHuem KAanaHog cepo-
ya, ¢ ucceueHuem Molie4HOU MKAHU 8 30He 2Unepmpo-
@uu 6 couemanuu ¢ aopmoKOPOHAPHBIM ULYHMUPOBAHUEM
(A16.10.031.003 Hcceuenue mbiuieuHol mKaHu 8 30He 2U-
nepmpo@uu npu couemaHHol 00CmpyKulu b1600HbIX 0Omaoe-
2108 0boux xceaydoukoe cepoya, A16.10.031.001 Ucceuenue
30HbL ACUMMEMPUYHOU 2Uunepmpo@uu ¢ UCHOAb308AHUEM
upezaopmanvroeo docmyna, A16.10.031.005 Hcceuenue
MblUleyHOU MKAHU 8 30He 2Unepmpoghuu ¢ peKoHcmpyKiyuei
nosocmeii yceaydouxoeé cepoua) uau ICA. Onpedeasiowum
gaxkmopom o docmucenus xopouux pezyromamog CM5D
u DCA seasemcs onvim KAUHUKU, KOMOPbLI 00AMCeH UMe-
pamobcst 6oaee wem 50 npouedypamu, bINOAHAEMbIMU 8 200,
u 6oaee yem 20 npoyedypamu, binOAHAEMbIMU CePOeHHO-
cocyoucmoimM UAlU peHmeeH-3H008ACKYAAPHbIM XUpypeom [3,
121, 461-467].
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Pedykuus M2KII doaxcra 6binoaHAMbCs ONbIMHBIM CHe-
YUaiucmom, pabomarouum 8 MyabmuoucCUUnIUHapHol Ko-
manode sxkcnepmos 6 nevenuu 'KMII.

Tlokazanus k pedykuyuu MXKII npedcmaeaenst ¢ Ilpuno-
acenuu B10.

Aneopumm OduaeHocmuxu u epaueOHOl MAKMUKU NpU
CUHKONANbHBIX COCMOsHUSAX npedcmaeaen 8 Ilpunocenuu BS.

Aneopumm evibopa xupypeuuecko2o/3H008ACKYAAPHO-
20 emewamenvcmea y nayueumos ¢ I'KMII npedcmaesaen
6 Ilpunoxcenuu b5) (cm. maxace pexomendayuu k MPT).

Aneopumm evibopa memooa pedykuyuu MKIT npu TKMIT
npedcmaener ¢ Ipunroncenuu b6.

Cpasuerue CMBD u DCA npedcmaeneno ¢ Ilpuroice-
Huu B11.

* [Taumentam I'KMII ¢ nokazaHUsIMU K peayKIIUU
MZKIT 1 uMerolmuM nokazaHus sl Ipyrux Xupypruue-
CKUX BMEIIATEThCTB (AHOMAINY TIATTUJUISIPHBIX MBIIIIII,
yxyamawouue oocrpykunio B BTJI2K, anoManuu cTBo-
pok MK, Tsoxenmas MP ne SAM-acconmupoBanHast, @I,
MHOTOCOCYIMCTOE TMOpaXeHNe KOPOHAPHBIX apTepuil
WU IPYTHE COIYTCTBYIONINE 3a00JIeBaHUS, TPeOyoIINe
XUPYPIUUECKOTO JICYCHUST) PEKOMEHIYETCST BBITIOTHEHUE
XUPYPrUUeCcKOi MUOIKTOMUHU B OTIBITHBIX 1IEHTPAX, Kak
Oosiee MpenrnouTUTENbHBIN MeTox, yem DCA [1, 3, 376,
465, 466].

EOK IB (YA 2, YYP B)

Kommentapun. Muskmomus no Moppoy (Morrow)
6 ycaogusix UK mpancaopmanvioim docmynom ycmpaHsem
oocmpyxkuuro BTIIK, evizeannyio eunepmpogpuposanHoli
MXKII, oonako ne ycmpausem anomanruu MK, enocsauue
6xnad 6 napacmarnuu IJ] BT/I)K u pazeumue MP (SAM-
accoyuuposanroit) [468].

Messmer BJ, et al. ycosepuiencmeosaru mMuos3Kmomur0o
no Morrow, pacuupus obaacme pezeKyuu eunepmpopupo-
sannoti MKII 6 anukarvHom HanpasseHuu K OCHOBAHUIN)
nanuaaaproi moiuiysl [469].

Ilpu evisieaenuu 0syxyposuesoii oocmpyxkuyuu (yeeau-
uennwiii 1] 6 BTJIK u na yposmne cpedueit wacmu nosocmu
JI2K) muosxmomus moxcem Obimov pacuiupena 0o cepedu-
HbL nonocmu JIXK u 6okpye 0cHO8aHUS NANUAASAPHBIX MbLULY
(A16.10.031.003 Hcceuenue mbiuieyHoli mKanu 6 30He eu-
nepmpoghuu npu couemaHHoli 00CmMpyKyul 8b1800HbIX OMOe-
2108 0boux xceaydouxoe cepoya, A16.10.031.001 Hcceuenue
30Hbl ACUMMEMPUMHOL 2Uunepmpopuu ¢ UCnoAb308aAHUEM
upesaopmanvrozo docmyna, A16.10.031.005 Hcceuenue
MbLULeYHOU MKAHU 8 30He 2UnepmpoUulU ¢ peKOHCMPYKyuell
noaocmeii JcenyodouKos cepouya).

B cneyuanusupogannsix yenmpax, umerouux Haubosb-
wuil onsim no neverHuro nayuenmog ¢ I'KMII, ucnonwv-
3yemcs mpaHcanukaibholll 0OCMYn, HANPAGAEHHbII HA
cHudicenue I/l u ymensuienue cumnmomos y nayueHmos
co cpednexncenydouxosoit OTKMII. B pedkux cayuasx npu
deyxypogresoii oocmpykuuu JI2K ucnoavyrom KomouHupo-
BAHHbLI MPAHCANUKAABHBLE + MPAHCAOPMANbHBLI OOCIYA
UAU NPABOIICEAYOOHKOBBLIL U MPAHCAOPMAAbHBLI JOCMYNbl
[87, 389, 470-472].

IIpu cpeonexncenydoukosoit O'KMII, npu omcymcemeuu
svipanceHHbix anomanuii MK moxucem Ovims 6binoanena
muoaxkmomus u3 [I2K mpanceeHmpukyasipHoiM uau mpauc-
npedceponsim docmynom. Bmom xupypeuveckuii 00Cmyn
umeem npeumyuecmeo neped mpancaopmanbHbiM 00cmy-
HnOM Yy RAUUEHMO08 M0A00020 803DACMA C BbIPAICEHHOU 2U-
nepmpogueit M2KII eécnedcmesue 6oaee Hu3K020 pucka pas-
sumusi ampuoseHmpuKyasapHoix 6noxad [473, 474].

IIpu sovis61enuu 08yxiucenydouxosoii oocmpyxkyuu (yee-
auyennotii Tl 6 BTIIK >50 mm pm.cm. u yeeauuennwtii 7]
6 BTILK >16 mm pm.cm.) modcem npUMeHImsCst KOMOUHU -
POBAHHBLI 00OCMYN: MPAHCAOPMANbHBIM docmyn U 0OCMYN
co cmopoust 112K

B cneyuaausupoganubix yeHmpax, umMerouux Hauoons-
wuti onvim no aewenuro nayueumos ¢ 'KMII, npu svis6-
AeHUU 08YXHCceny00uK080i 00CmpyKyuU, npu Omcymcmeuu
anomanuii nodkaanaunolx cmpykmyp MK muosxmomus
Moxcem Ovimb vinoanena us 2K mpanceenmpurkyasipuvim
unu mpaucnpedcepouvim docmynom [121, 462, 475, 476].

Anomanuu cmpykmyp annapama MK, accoyuuposan-
uote ¢ TKMII, doasxcubr Obims yempaueHst 80 8pems onepa-
yuu ¢ yeavro cHudxcerus: 171 ¢ BTII2K 6e3 zamenvr MK.

Tlokazamensmu sgpgpexmusnocmu npouedypvl MUoIK-
momuu npu IxoKI sersromes:

1. Kowmaxm nepeoduneit cmeopku MK u MXXII (SAM-
syndrome) omcymcmeyem,

2. Ocmamounvtit 1] ¢ BTJLK npu npogokauyuu 0oaxicex
obims He >20 mMm pm.cm.;

3. Omcymcmeue gvipascennoil pesudyanvoii MP <5%.

ITloxceaanus nayuenma (nocae nodpobHo2o obcyicde-
HUSl 8apUAHMO8 NeveHUst) UMerOm 3HaveHue 045 NPUHAMUS
OKOH4AMeNbHO020 PeuleHUsl.

Boibop memooda pedykuuu MKII doascer ocHosbieamb-
¢Sl HA MUWamenbHoM 00caedo8anuy nayuenma u oocysicoe-
HUU MYA6MUOUCYUNAUHADHOU KOMAHOOU CReyuaiiucmos.

e [Mlaumentam ¢ 'KMII, KoTOpbIM TMMOKa3aHO BbI-
noiaHeHue penykuuu M2KII, mepBuyHOE M30IUPOBAH-
Hoe mpoTte3upoBaHue MK He peKOMEHIyeTCs C 1eIbI0
yctpaHeHust ooctpykuuu BTJIK [1].

EOK IIIB (Y1 5, YYP C)

Kommentapuu. /Ipomesupogsanue MK conpogoscoa-
emcst Xyouum omoaneHHviM NPOCHO30M 8 CPAGHEHUU C €20
pekoucmpykyuei. Ilpomesuposarnue MK 6 donoanenuu
K MUOIKMOMUU 3HAUUMENbHO NOGbLUIAem 20CNUMANbHYIO
aemanvrocms [477, 475].

* YV nmanuenros ¢ OI'KMII n makcuMasbHOM TOJI-
muHoi MXKIT <17 MM peKoMeHAyeTCsl pacCMOTpPEThb
BO3MOXHOCTb BBITIOIHEHUS OTKPBITOTO KapIUOXUPYPTHU-
yeckoro BmernatenbcTBa Ha MK u ero mogkianaHHom
amrapare ¢ 1ejiblo ycTpaHeHust ooctpykunu BTJIK (uc-
ceueHre MBIIIIEYHON TKaHU B 30HE TUIepTpoduu B co-
yetaHuu ¢ mwiactukoir MK) [1, 3, 479, 480].

EOK IIbC (YA 2, YYP C)

Kommenrapuu. B 2015e Ferrazzi P, et al. onucan pe-
3YA6Mamol MexXHUKU "Heeny00Kol MUOIKMOMUU U pe3eK-
yuu emopuunvix xopd" y nayuenmos ¢ OI'KMII u omno-
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CUMENbHO MOHKOIU hepe2opodkoii. beiia npodemoncmpupo-
eana sgpgexmusnocmo memooda é chuxcenuu /] ¢ BTIIK
¢ 82%43 mm pm.cm. do 95 mm pm.cm. [481]. Dma memo-
duka 6viaa 80cnPoOU3B00UMOIL U 80CMPEDOBAHHOU U MAKice
3acayxcenHo noayquna pazeumue 8 Poccuiickoii @edepayuu
[465, 480].

Taxxuce epynnoii aemopoé nod pyxogodcmeom boea-
yesa-Ilpokoghvesa A. B. 6b1.10 npodemMoHCMpUposano, 4mo
donoaHumensHoe K MUOIKMOMUU GMEUAMeNbCME0 HA
MK o6oaee 3¢ppexmusno nosgoasem ycmparumo SAM-
accoyuuposannyio MP [465].

Dmoil Jce epynnoii asmopos 6bi10 NPOOEMOHCMPUPOBA-
Ho, umo npome3uposanue MK 6 cpasnenuu ¢ peKkoHcmpyk-
yueit MK conposoxcdaemcs xyouwum omoanseHHbiM NPo-
2HO30M U OOABUWUM KOAUUECTBOM MPOMO0IMOOAUYECKUX
ocnodcHerHull [464].

Veselka J, et al. npodemorncmpuposan, umo 9CA na-
yuenmam ¢ MKII <16 mm conposoxucdaemces makoil jce
aghpexmuenocmoro ¢ mouxu 3penus pedykuyuu 171 BTILK;
boavuium uuciom umniaumayui nocmosauuvix IKC, Ho
AYHUUM NPOCHO30M, Hedxceau nauuenmot ¢ MKIT >16 mm
[448].

* YV OOJILHBIX C alTMKAJIbHOW ¥ CMEIIaHHOK (hopMaMu
HeoOcTpykTuBHOI 'KMII ¢ KIMHMYECKMMU CUMIITOMA-
MM CTEHOKAPIUH WM OOBIITKY Ha ypoBHE 3-4 @K XCH,
COXPaHSIIOIINMUCS, HECMOTPST Ha TIPOBOJUMYIO MaKCH-
MaJIbHYI0O MEIMKAaMEHTO3HYIO Tepanuio, a Takxke XCH
¢ coxpanenHoit @B JI2K 1 MaibIM pa3MepoM MOJOCTH
JIK (uupexe KOO JEK <50 mu/m2, unnexe YO JIK <30
MJ1/M?), PEKOMEHIYETCSI PACCMOTPETh BO3MOXHOCTD BBbI-
TOJTHEHUST OTIepaIluy MO0 PEMOACIMPOBAHUIO TTOJIOCTH
JI2K (CMD) TpaHcanmKaIbHBIM, TPAHCAOPTATBHBIM WIIH
KOMOWHUPOBAHHBIM TOCTYTIOM OTBITHBIMU XUPYpPTaMU
B CITEIIMAIM3UPOBAHHBIX LIEHTPAX IS YIYyUIIEHUS] CUM-
NTOMOB 3aboJieBaHus [482-484].

EOK ner/PKO IIbC (Y11 2, YYP C)

Kommenrapun. Takum o6pazom, ICA makoice mocem
OblMb PACCMOMPEHA KAK anbMepHAmuUeHas onyus y nayu-
eHmoe ¢ "MoHKolL" nepecopodKoil.

Cneyuguueckoeo 06e3001U8aHUs NpU XUpypeuuecKux
U UHeasusHwvix emeuiamenvcmeax nayuenmam ¢ 'KMII
He mpebyemcs.

3.2.2. UHBasuBHbIe meToAbI NeyeHus P nauneHToB
c FKMn

* V¥V mauuenToB ¢ OI'KMII, xoTopsiM He MMoKa3aHa
penykuust MXKII u apyroe BmelaTeJbCTBO Ha Kjama-
Hax WM KOPOHApHBIX apTepUsIX, PEKOMEHIYETCS pac-
CMOTpPETh BO3MOXHOCTb BBITTOJHEHUST paiuo4acTOTHOMN
abJalny apuTMOTEHHBIX 30H, ecnu PIT He MoxXeT OBITh
MnpenoTBpalieHa aHTUAPUTMUYECKON Tepanuei, uau
YCC He KOHTPOIUPYETCS JCKApCTBEHHBIMU IIperapa-
TaMM, WU CBSI3aHA C HEMEPEHOCHUMOCTBIO UM MM0O0Y-
HBIMU JEHCTBUSIMU JIEKAPCTBEHHBIX IIpenapartos |3, 126,
146, 370, 435].

EOK IIbC (Y1 5, YYP C)

* ¥V nmanmentoB ¢ OI'KMII, ocnoxnénnoit ®II,
pedpakTepHOit K hapMaKoTepanu, peKOMEHIYETCS BbI-
mosHeHue omnepannu Maze ("JlabupuHT") MO0 ee Mo-
IuUKALINIO ¢ TPUMEHEHUEM PaInOvYacTOTHOM 1 Kproa-
OJIaliy TIPY BBITIOJTHEHUYW XUPYPTUIECKOU MUOIKTOMUU
JUISI KOHTpOJIst putMma [1].

EOK IIaB (Y4 5, YYP C)

KommenTapuu. B nacmosawuii momenm nem doka-
3ameavcme, ymo npoyedypa "Jlabupunm"” y nauyuenmoeé
¢ OTKMII, nodsepearouiuxcst Xupypeu4eckol MuosKmomu,
yAayuuaem omoaneHHyro svlycusaemocms [485].

Tem ne menee danHoe MeuLamenbcmeo Modicem cnocoo-
cmeosams 0AUMENbHOMY COXPAHEHUI) CUHYCO8020 PUMMA
¥y amoii Koeopmut 604bHbIX [486].

Ecau onepayus "Jlabupunm " nokazana, mo ebinoAHsmMo-
¢Sl OHA 00AXCHA KAK CONYMCMBYHWAs, Nocie KOHCUAUYMA
MYAbMUOUCUUNAUHAPHOU KOMAHObL, XUPYPOM, UMEIOUUM
onbvim GbINOAHEHUs. NOO0OH020 8Meamenbcmada.

B ueumpax, ucnoavzyrouux onepauuio "Jlabupunm'”
(modudghuxauyus 111 u 1V), ommeuarom, umo y nayueumos
¢ 'KMII smo donoanumenvroe emeuiamenscmeo npu Xi-
PYpeuUecKoll MUOIKMOMUU 516A5emcsl 0e30NACHBIM U (-
exmusHbIM.

Xupypeuueckoe newenue DII y nayuenmos ¢ 'KMII me-
Hee ycnewno, uem 6e3 T'KMII.

Ilpeduxmopamu Hesgppexkmuenocmu aewenus DPII npu
TKMII seasiomes: evipascenHocms eunepmpouu u oua-
cmoauueckoil ducynkuyuu JI2K, dusamauus npedcepouil,
daumensvrocms u mun DII.

Haauuue conymemeyroweil opeanuveckoii hamoaoeuu,
8b100p Memooa U cxema Xupypeuueckoll u3onsayuu, a max-
Jce ONbIM Xupypea onpeoeasiom YCHeuwHocms npoyedypol
xupypeuueckoeo neuerus DII y nayuenmos ¢ I'KMII.

Ilpu kamemepnoti abarauyuu nayuenmam ¢ TKMIT u @IT
uauje mpebdyemcsi npogedeHue NOGMOPHLIX NPoUeoyp.

Pemodenuposanue npedcepouii, 3aéucumoe om I'KMII,
Modcem noeausims Ha Ucxo0, oajce ecau npouedypa usHa-
YANbHO YCHEUIHA.

3.2.3. PexomeHpauum no npakTM4E€CKUM acrnekTam
nmnnadtauun UK ***

AJNTOPUTM MEPBUIHON M BTOPUIHOM MPO(PUIaKTUKI
BCC y mammmentoB ¢ 'KMII npencrasien B [Ipunoxe-
Huu b7.

IIxana ounenku pucka BCC y maumenTos ¢ 'KMII
(eBporreiickast Momenb) TipenctasicHa B [Ipmroxenuu 172,

IIxana ouenku pucka BCC y mamuenToB ¢ TKMII
(amepurKaHCcKast MOJIeITb) TIpencTaBiicHa B [1pmioxerun I3,

AMepuKaHCKasi MOIECIIb TTO3BOJISICT OIICHUBATh PUCK
BCC y manmeHTOB ¢ HU3KUM/CPETHUM PUCKOM.

Hanuuue pacnpoctpaneHHoro ¢gpubpo3a, olleHUBa-
emoro o I[THT mpu MPT (>15% ot maccwel JIXK), siB-
nstetcs npeaukropoM pucka BCC mpu 'KMII. Dot
TMOKa3aTeJib He BXOIUT B €BPOIEHCKYI0 MOIENIb CTpa-
THOUKAIUN pUcKa, OOHAKO, €CIH Yy MallieHTa HU3KWI
niu cpeanuii puck BCC (<6%), a npu MPT miomanb
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pubposza >15% ot maccel JIZK — 310 sIBIIsIETCS AOMOJI-
HUTEJIBHBIM apryYMEHTOM B TOJIb3Y YCTaHOBKU MIKJI***
[129, 487].

Ilkanbl He mpuMeHUMBI K TTauueHTam ['KMIT mo-
cie CMD 3a cyeT TOro, 4YTO YCTPAHSIIOTCS KJIIOUEBEHIC
napamMeTpsl pacuerta, Takue Kak [J1 8 BTJI2K, TommuHa
MIKII, npoucxoaut pemonenupoBanue JIK u .. Tem
He MeHee TpeOyeTcs majibHelas olleHKa pruckoB BCC
ITOCJIe XUPYPTUIECKOTO JCUCHUS C LIETBI0 OMPEaeICHMS
nokazanuii kK UKJI.

Monens HCM Risk-SCD MoxeT ObITh MCITOIB30BaHa
151 TiporHo3upoBannst BCC y mmanmeHToB, IepeHeCIInX
DCA [365].

* ¥ nmauuenrtoB ¢ 'KMII, nepeHecimx ocTaHOBKY
cepama 1o npuunHe KT man @K, wim npu HaTuduu
SMU30A0B COHTaHHOI ycTtoiunBou KT, mpuBoasiei
K TI0Tepe CO3HAHMS WUIM HapYIICHUSM TeMOIMHAMUKM,
IIpY OXKUIaeMOU IPOTOJLKUTEIBHOCTH XU3HMU >1 Toma
pexoMmeHayeTcsl ycraHoBka MKJI*** [3, 129, 136, 137,
322, 323, 488].

EOK IB (Y1 5, YYP C)

Kommenrapuu. /[ns eepugukayuu apummuu 8 omoens-
HBIX CAYHASX MOJCEM BbINOAHAMBCS UHBA3UBHOE 21eKMPO-
@usuonoeuueckoe uccredosaiue.

* ¥V nmauuentoB ¢ 'KMII nsiTuneTHUit puck BHE-
3aMTHON CMEPTU PEKOMEHAYeTCsl OLIEHUBATh MPU MEPBO-
HavYaJlbHOM OOCJICIOBAHUM TAIIMEHTA, a TAaKKe KaKIbIe
1-2 roma uiau mpu U3MEHEHUM KJIIMHUYECKOTo cTaTyca |3,
129, 137, 240, 365, 366].

EOK IC (YA 4, YYP O)

* PekomeHmyeTcs BbINMOJHeHHE YCTaHOBKM MIKJI***
y nauueHtoB I'KMII ¢ npeanonaraeMbiM 5-J1€THUM
PUCKOM BHE3aIHOM cMepTh >6% 1 0XMUaaeMoil IpOa0JI-
KUTEJIBHOCTBIO XXM3HU > 1 Toda Imocie moapoOHOTO K-
HUYECKOTO OOCJICIOBaHUS C OLICHKOM pPHCKa ITOCICIYIO-
X OCITOXXHEeHUM 1 BaussHusT MK/I*** Ha ob6pa3 xKu3HM,
COLIMATbHO-3KOHOMMYECKUI CTaTyC W TICHXOJIOTMIECKOE
3mopoBbe [129, 137, 240, 279, 365].

EOK IIaB (Y1 3, YVP A)

* PekomeHmyeTcs BbINMOJHeHHE YCTaHOBKM MIKJI***
¢ meabo mepBudHO mpodunaktnky BCC maumeHTaM
I'KMII B Bo3pacte 16 jieT 1 cTapiie ¢ IPOMEXYTOUHBIM
5-netHuUM prckoM BCC (24 — <6%) u:

(a) 3nauntenbHbiM [THI mpu MPT (>15% maccol
JIXK); unu

(b) ®B JIXK <50%; nmn

(c) aneBpusmoit Bepxymku JIK [2, 129, 137, 489].

EOK IIaB (Y1 4, YYP C)

* PekomeHayeTcsl paccMOTpPeTb BO3MOXKHOCTb yCTa-
HOBKU MKJI*** ¢ 1empio MepBUYHON MPO(PMIaKTUKI
BCC npu 'KMII naumnenram B Bo3pacre 16 JeT 1 crap-
IIe ¢ IpenmnoyaraeMbIM S-JeTHUM puckom BCC >4 —
<6% 06e3 DOMOJHUTEILHBIX (hakTOpoB pucka [137].

EOK IIbB (V11 5, YYP C)

* PekomeHayeTcsl paccMOTpPeTb BO3MOXKHOCTb yCTa-
HOoBKU MKI*** ¢ 11e1b10 TIepBUIHOM MPOPUIAKTAKHA T1a-

nuentam 'KMII B Bospacre 16 et u crapiie ¢ HU3KUM
pacueTHBIM S-teTHUM prckoM BCC (<4%) u

(a) 3HauutenbHbIM npoueHtoM [THI mpu MPT
(>15% wmaccw JIXK); win

(b) ®B JIXK <50%; wnn

(c) JIXX anukanbHO# aHeBpu3Moi [137].

EOK IIbB (Y] 5, YYP C)

* PekomeHnayercss paccMOTpeTb BO3MOXKHOCTbH BHI-
TMOJTHEHUSI PagrodacTOTHOI abilalliid apUTMOTCHHBIX
30H B ONBITHBIX IIEHTPAaX OTACIBHBIM TIIATCIBHO OTO-
OpanHbiM nanueHTamM 'KMII u peuuanBupyommnumu,
CUMITOMATUYCCKUMMU YCTOMUYMBBIMA MOHOMOPGHBIMHI
napokcuzMamu KT miu yacTeiIMM cpabaTbiBAHUSIMU
NK*** B ¢BI3U ¢ YCTOMYMBBIMU MOHOMOP(MHBIMU Ta-
poxcusmamu KT, mpu Hea(HEeKTUBHOCTH aHTUAPUTMU-
YeCKUX IIpernapaToB, UX HEIIEPEHOCHMMOCTH WJIM HaJIH-
YUY K HAM IPOTUBOMNOKa3aHumii [137].

EOK IIbC (YA 5, YYP C)

3.2.4. PexoMmeHaauuy No UMMNIAHTALMKU BCNIOMOraTesibHbIX
NeBOXenyA04KOBbIX YCTPOCTB

* ¥V Hekotopsix mauueHToB ' KMII ¢ TepmuHanbHOM
cragueit XCH, KoTopbie SBISIOTCS KaHAWAATAMU IS
TPaHCIUIAHTAllMU CepJlia, PEKOMEHAYeTCs PACCMOTPETb
BO3MOKHOCTb MMILJIAHTAIIUM YCTPOMCTB MEeXaHUYECKO
TOJIEPKKN KPOBOOOPAIIIEHUSI HA TIEPUOJ HAXOXICHUS
B mcTe oxumanus [274, 315, 490].

EOK IIbC (YA 4, YYP C)

KommenTtapuu. B mupoesoii npaxkmuxe 50% onepayuii
no nepecadke cepoua 8vlNOAHAIOMCS HaA (hoHe npeduie-
cmeyowell UMRAGHMAYUY YCMPoLicme MexXanu4eckoi noo-
depacku Kkposoobpauenus [316]. Ho onoim ucnoav3osauus
YCMPOUCME 8CNOM02amenbH020 KPo8ooopaueHus y nayu-
enmoe ¢ TKMII oepanuuen. B o0HoM u3 cucmemamu4eckux
0030p08 6bL10 YCMAHOBAEHO, YMO UCNOAb308AHUE NOOOOHbIX
cucmem y nayuenmog ¢ ITKMII conposoxcdanroce borvuum
PUCKOM NepUONepayuoHHOU U KPamKOCPOHHOU NeMAanbHO-
cmu, npagodcesydouKo8oll HedoCMamo4yHOCmu, UHpeKyuil,
KpogomeueHUll, UHCYAbma, no4e4yHol HedoCmamoyHOCmu
U apummuy 8 CpagHeHuu ¢ NayueHmamu ¢ OULamayUoHHol
u uwemuueckoti KMII [491]. Tem ne menee nexomopoie pe-
MpOCheKmugHble UCCAe008AHUsL NPOOEMOHCMPUPOBANU OM-
cymemeue pasHuybl 8 Ucxo0ax mexncoy Smumu Koeopmamu
[492, 493].

Tlayuenmor ¢ TKMII mpaduyuonno cuumanucy He npu-
200HbLIMU 0451 UMNAGHMAUUU YCMPOLICIME 8CHOMO2AMeNb-
HO020 KpoBoobpawenus u3-3a mairoil nosocmu JI2XK u om-
Hocumenvro coxparHnoii OB. Heckoavko cepuil cayuaeé
nPOOEeMOHCMPUPOBAAU, YO UCHOAb30BAHUE YCMPOUCME
€ HenpepvIGHbLIM NOMOKOM CONPOBOICOAeMC S NPUEMAEMbIMU
pe3yrbmamamu, 0Co0eHHO Y NAUUEHMO8 C O0AbUUMU Pa3-
mepamu nonocmu JIXK (>46-50 mm) [492, 494].

5 Benbckux J1.B., Mnukyn O.E., Topaees M.J1. n gp. TpaHcnnaHTaums cepaua
1 MexaHnyeckas nofaepxka kpoBooopaLleHVs. HaunoHanbHble KIMHUYeckme
pekomeHgaumu. 2016.
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3.2.5. TpaHcnnaHTauusa cepaua y naunextos ¢ FKMI

* ¥ nmanuenrtoB ¢ 'KMII, nmerommx @B JIXK <50%
u cumnToMbl XCH II-1V @K, i HeycTpaHUMBIC XKe-
JIyTOYKOBBIE apUTMUM, HECMOTPST Ha ONTUMAJIBHYIO Te-
pamnuio, peKOMEHYeTCSl BBITTOJTHEHUE OPTOTOMNYECKOM
TPAHCIUIAHTAIMM CEpAlLla MPUA HAJWYUU TOKA3aHUN
U OTCYTCTBUM TIPOTUBOIIOKA3aHUI [UIS €€ BBIIOTHEHMS
[1, 154, 155, 190, 316, 318, 320, 495].

EOK I1aB (Y1 4, YYP C)

Kommenrtapuu. IIpu 3-4 cmaduu T'KMII no Olivotto
npucoedunsromes 00NOAHUMeNbHbIe MOPHODYHKUUOHANL-
Hole enHomunst coenacrHo karaccugurkayuu MOGE(Ss):
OTKMII; dunamayuonnas cmaous TKMIT(TKMIT+JKMII)
unu pITKMII [67].

Tpancnaanmauus cepoya modicem OblmMb HCUZHEHHO
saxcHoli cmpameeueii nevenus npu I'KMII ¢ kouneunoii
cmaduu 3a601e8aHUsl.

Ilnoxoti kpamkocpouHbLil NPOCHO3 Y NAUUEHMOB ¢ OUAA-
mayuonrnoi cmadueti 'KMII npednonazaem uenecoobpas-
Hocmb bojaee paHHe2o paccmMompenus azpecCcUusHblX Memooos
JNe4enusl, NOCKOAbKY "OKHO 803MOJNCHOCHell" Mocem Obimb
HebOAbUWUM, OCOOEHHO Y NAUUEHMO8 C CeMEelHbIM aHAMHe-
30m pazeumus dusramayuonrol cmaduu FKMII.

Pazeumue duramayuu JI2K y 6oavroix TKMII caedy-
em eepupuyuposams Ha OCHOBAHUU OUHAMUKU PA3MepPO8
JI2K. Jlaxce "nopmanvhvie” pasmepor JIXK moeym oznauame
"Ounamayuonnyr cmadurw" npu yseiuveHuu KOHEUHO-
duacmoauueckoeo pasmepa/KJIO JI2K (npu ycaosuu xop-
DPEKMHO20 U3MEPeHUs).

TlocmmpancnaanmayuoHHas GvliCUBAEMOCb Y NAUU-
enmoe ¢ I'KMII cxodna ¢ makoeoii npu mpaHcniaumauyuu
cepoua eécaedcmeaue opyeux npuwun’ [318, 320].

* V¥V nmauuenTo ¢ TKMII ¢ @B JIX >50% u cuMm-
nromamu XCH III-1V ®K, BeI3BaHHOI THMACTOINYECKOMI
nucyHKIMe, pe3uCTeHTHOM K JIEKapCTBEHHOM Tepa-
MUY, TIPA BBICOKOM PUCKE HEOJIarompusTHOTO MCXO/a
penykuuu MZKIT unu Koppekiuu KjianaHHOW MaToJio-
T, PEKOMEHIYeTCS PACCMOTPETh BO3MOXKHOCTb BBITION -
HEHUSI OPTOTOMMMYECKON TPaHCIUIAHTALIMU CepAlla Tpu
HAJINYUK TIOKA3aHUIA ¥ OTCYTCTBUM ITPOTUBOMNOKA3AHUIAY
[1, 154, 155, 190, 316, 318, 320, 495].

EOK IIbC (Y111 4, YYP C)

Kommenrtapun. Tsoceras XCH c coxpanennoit @B JIK
moocem Habarodamocs npu TKMII ¢ pecmpukmugnovim ¢he-
Homunom coenacto kaaccugpuxauuu MOGE(s).

Hmoeoebuii arcopumm 8pauedOHOl maKmukuy 6 3a6uUcu-
mocmu om cmaduu KMII u éapuanma kaunuveckoeo me-
yenus npedcmaener 6 Ilpunoxcenuu b9.

3.2.6. TakTuka BegeHus 6epemeHHocTu npu FKMIM
* Ilpu 6epemenHoctu nanueHTkaMm ¢ 'KMII peko-
MEHJIyeTCsI TIPOBEACHNE CTPAaTU(PUKAIIMKA MaTePUHCKOTO
pYICKa, MCTIOIB3YSI MOOU(HUIINPOBAHHYIO KiIacCU(UKAIIIO
Bcemuproii opraamzaiim 3apaBooxpaHeHus (BO3) mate-
PUHCKHUX CEPAEYHO-COCYAUCTBIX OC/IOXHEeHU [496-500].
EOK IC (YAJ 5, YYP C)

Kommenrapuu. B udeane ouyenka pucka 00axcHa npo-
8odumscs 0o 3auamus. bepemennvie ¢ I'KMII coenac-
HO MmoduuuuposanHoll Kaaccupukauyuu MamepuHcKux
cepOieuHo-cocyOucmsix 0CAONCHEHUN KAACCUDUUUPYIOMCS
6o II-1I1 @K BO3, odunako, coenacto dauHoil Kaaccugu-
Kauuu, nayueHmku He pazoensromcs 8 3a8UCUMOCMU Om
Haauyus uau omcymemeus oocmpykuyuu BTIK, umo s61s-
emcsl CyuecmeeHHbIM HedoCmamKom OaHHOU Kaaccupura-
yuu. CumnmomHwle NAUUEHMKU ¢ 0OCMPYKMUBHOU (POpMOl
TKMII u IJT >100 mm pm.cm. 6 BTJI2K moeym b6vimo co-
OMHeCceHbl N0 2eMOOUHAMUKE U BO3MONCHBIM OCAONCHEHUSIM
80 @pemsi bepemeHHOCU U POO08 C NAYUEHMKAMU C M-
acenvim cumnmomuvim AC, omuocsuwumes k 1V kaaccy OK
BO3 u mpebyrouwue onepamugHoeo neveHusi OCHOBH020 3d-
bonesanus neped naanuposaruem 6epemernocmu. CoenacHo
npukazy Ne 736 om 03.12.2007: TKMII c ewipascentoii
obcmpykuyueti BTIIK, BTIIK uau oboux xnceaydoukos
u I'KMII 6e3 obcmpykuyuu BTIK co croxucubimu napyuie-
HUAMU cepOeuH020 pUMmMa SA6ASHMCs NOKA3AHUAMU K npe-
PbIBAHUID bepeMeHHOCMU HA AH00M CpoKe OepeMeHHOCMIU.

e IMaumentkam ¢ 'KMII ¢ '/l 8 BTJIK >50 MM
pT.cT. u TKMII 6e3 o6¢ctpykumnu BTJIK co cnoxXHbIMU
HapYIICHUSIMU CEPICYHOTO pUTMa PEKOMEHAYETCS TIPO-
BeICHUE MYJBTUIVCIUTUIMHAPHOTO KOHCIJIMYMa O BO3-
MOXHOCTH TUTAHHUPOBAHUS OCpeMEHHOCTH W/WJIN TIPO-
JIOHTUPOBAHUS GepeMeHHOCTH®.

EOK uwetr/PKO IC (VI 5, YYP C)

* OcMOTp TMAlIMEHTOK ¢ OOCTPYKTUBHOU (hopMOit
T'KMII unu c1oxXHBIMU HapyLIeHUSIMU PUTMA CepAlia BO
BpeMsI 0EPEeMEHHOCTU PEKOMEHAYETCS TPOBOIUTH HE Me-
Hee 1 pasa B MecC. BpauOM-TEparieBTOM M/WJIA BPadoM-
KapaIrOoJIOTOM IIJIT CBOCBPEMEHHOTO BBISIBJICHUS OCIIOXK-
HCHUI TeUeHUsI OEpeMEHHOCTH CO CTOPOHBI CEPIEeUYHO-
cocyaucroi cuctemsl [496, 500, 501].

EOK uwer/PKO IC (VI 5, YYP C)

* Ocmotp manmeHToK ¢ 'KMII 6e3 obcTpyKInum
BTJIK u 6e3 cnoXHbIX HapylleHUd puTMa cepiala BO
BpeMsI 0EPEeMEHHOCTU PEKOMEHAYETCS TPOBOIUTH HE Me-
Hee 1 pa3a B 2 MeC. BpadOM-TepareBTOM U/HIH BpadyoM-
KapIroJIOTOM, JUISI CBOEBPEMEHHOTO BBISIBJICHHUS OCIIOXK-
HCHUI TeUeHUsI OEpeMEHHOCTH CO CTOPOHBI CEPIEeUYHO-
cocymucroii cuctemsr [500, 501].

EOK uwetr/PKO IC (VI 5, YYP C)

Kommentapun. Bo epemsi ocmompa 0053amenvHa oueH-
Ka nosieaenus Hogvix cumnmomos, ouenka YCC, ouenxa s¢h-
hexmugHocmu nPo8OOUMOLI mepanuu 6 cayuae ee HaAU4Usl.

* V manueHTok ¢ OIKMII pexoMeHmyeTcs pac-
CMOTpPETh BO3MOXHOCTH IIPONOJKCHHUS Tepaluu Oera-
ampeHOOJIOKAaTOpaMM, €CJIM OHU IIPUHUMAIIN UX 10 Oc-
pemenHoctu [496, 498-500, 502].

EOK ITIaC (Y111 3, YYP C)

Mpnka3 MUHUCTEPCTBA 3APABOOXPAHEHNS U COLManbHOrO passutus PO ot
03.12.2007 N2 736 “06 yTBepxAeHUM NepeyHs MeanUMHCKMX NokasaHuin ans
MCKYCCTBEHHOTO NpepbiBaHus 6epemeHHoCTU” (B pefl. npukasa MuHaapascoL-
pa3sutns Poccuu ot 27 pekabps 2011 r. N2 1661H).
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» Tepanuto Gera-aapeHOOJIOKATOPOM PEKOMEHIOBA-
HO Havatb OepemeHHON XeHIIuHe ¢ 'KMII u cumrmito-
mamu obctpykuuu BTJI2K uau HapylmieHUsIMU puUTMa
cepana [496, 498-500, 502].

EOK ITaC (Y11 5, YYP C)

* Ilpu tepanuu Gera-aapeHOOJIOKATOPOM PEKOMEH-
JIOBAaHO KOHTPOJIMPOBATh COCTOSHUE M TEMII pOCTa IUIO-
na [496-500, 502, 503].

EOK IC (YA[1 5, YYP C)

* Ilpu HenmepeHOCUMOCTU OeTa-agpeHOOJI0KATOPOB
y 6epemeHHoI XeHIuHb ¢ [KMII u cumniromamu 06-
crpykuuu BTJI2K unu HapyllieHUsIMA pUTMa cepliia pe-
KOMEHIyeTCsI Ha3HAaUeHHE TIperapaTa BTOPO TUHUN —
Bepamammina** [3, 496, 500, 504].

EOK ner/PKO IC (YO 5, YYP C)

* bepemennusiM ¢ 'KMIT nipu pazsutun PIT peko-
MEHIOBAHO BHITIOJTHEHUE KapINOBEPCUN C ONITUMATbHOM
3a1IUTON OT obayuyeHus [145, 146, 497, 500, 505, 506].

EOK IIaC (Y111 4, YYP C)

* bepemennniM ¢ TKMIT u ®IT mis nmpodumakTii-
KA TPOMOOSMOOIMIECKIX OCITIOXKHECHUI peKOMEHI0BAHA
aHTHUKOATyJIsTHTHas Tepanus [146, 496, 498, 500, 502,
504, 506].

EOK IC (YA[1 5, YYP C)

Kommenrapun. Pexomendyembie pexcumsl anmukoazy-
asumuou mepanuu npu TKMII y 6epemennsix ¢ @II u onac-
Hocmu, cesA3aHHble ¢ mepanuell sappapunom™*, nped-
cmasnensvt 6 mabauye 22 (Ilpunroxncenue A3). Bvibop npe-
napama — eenapun™* (HU3KOMOAeKYAAPHbLIL 2 paza 6 0eHb
¢ 003UpoBKOLL paccHumanHoll no eecy) uiu sappapun™* —
603MoICcer co 2 mpumecmpa bepemennocmu 0o 36-37 ned.,
¢ noddepxucanuem yenesoco MHO 2-3 [146].

* Hasnauenme maburarpaHa 3TeKcmiaaTa** min
puBapokcabaHa**, miau anmmkcabaHa** HE PEKOMCHIY-
eTcst Bo BpeMs bepemenHoctH [146, 496, 498, 500, 502,
506].

EOK IIIC (V1111 5, YYP C)

* PexomMeHIOBaHO paccMOTPETh BO3MOXKHOCTH Tepa-
muu BapdapuHoM** mipu DI y 6GepeMeHHBIX CO 2 TpH-
MecTpa M ¢ 00sI3aTeJIbHOM 3aMEHOM Ha HU3KOMOJICKY-
JIIpHBIN TerapuH ¢ 36-37 Hen. 6epemeHHocTtH [146, 496,
498-500, 506].

EOK IB (Y11 5, YYP C)

* bepemennbsiMm ¢ T'KMII 6e3 Tsxenoit oO6CTpyK-
muu, B cirydae mpuema [TOAK ¢ 3ameHoit BapdapuHa™™*
Ha HI3KOMOJICKYJISIPHBIN TermapuH repen pogamu (MHO
<1,5) n 6e3 tsxemoit XCH pekomMeHIOBaHO pomopaspe-
LIEHUE Yepe3 eCTECTBEHHbIe pomoBbie Iyt [496, 498,
500, 503, 505].

EOK IC (YA[1 5, YYP C)

Kommenrapun. Bpauebnas maxmuka eedenusi bepemeHHo-
cmu u podopaspeutenus: npedcmaenena 6 Ilpunoxcenuu b12.

Boi6op meduyurckoeo yupesicoenus: 045 8edetust bepemer-
HbIX U podopaspewierus npedcmaener ¢ Ilpusoxcenuu b13.

Oepanuuernus 6 eblbope Memooos OuaeHOCMUKU y Oepe-
MeHHbIX npedcmasaensvt 6 mabauye 23 (Ilpunoxcernue A3).

Ilpu 6edenuu bepemennocmu u podog unmepecsi mame-
pu 004CHbI OOMUHUPOBAMD.

boavuuncmeo ncenuwun ¢ Heocaoncnennoii FKMIT om-
Hocamest ho modugpuyuposarnuoli kKaraccugukayuu BO3
mamepurnckoeo pucka Kk kaaccy 11 (BO3 II). Yacmo cum-
nmomuwix nayuenmox omuocumes kK BO3 I11; onu doaschbi
Habawdamscs 6 CNeUUAIU3UPOBAHHBIX YUpeNcOeHUsX (CM.
maba. 23). Kenwunot ¢ TKMII, ocaoxncuennoit XCH u duc-
dyukyueir JI2K (Ounamayuonuas cmadus uau npucoedure-
Hue pecmpukmueHoeo genomuna), omuocsamest K kaaccy IV
MAmepuHcKo20 pucka, u um OepemeHHOCmb NPOMUBONoKa-
3ana. Ilpu evipaxcennoli cumnmomuoi oocmpyxuyuu BTIIK
(makxce omuocames k kaaccy 1V BO3) bepemennocms mo-
Jcem cmamo 803MOJICHOU nocae NPed8apumenbHoil Koppek-
yuu oocmpyxuyuu BTILK.

Tepanurw bema-adpenobaokamopom (memonponron™*,
pesepeHblil — Ouconpoaonr™®*) bepementvim ¢ TKMII neoo-
xo0umo ocyuecmeasmo nod kowmposem YCC u AJl, m.k.
upesmeproe cHuxcenue AJl moscem npugecmu K ymeHoule-
HUI0 MAmMo4HO-NAQUEHMAPHO20 KPOBOMOKA U 3adepicKe
eHympuympobroeo pasgumus naooa [3, 20, 496].

Konmpauyenyus y scenugun ¢ 6eccumnmomHoll uiu ma-
pocumnmomuoit TKMII ne umeem Kaxux-aub6o ocobeHHo-
cmell nO CPABHEHUIO €O 300POBbIMU.

Ecau IT'KMII ocaoxcuunace XCH u DII, mo credyem
€ 0CMOPONICHOCMbBIO UCNOAB308AMb NEPOPANbHbIE KOHMPA-
yenmuenl U3-3a pucKka mpomoodImMO0auil; 03MONCHO UX UC-
noab308aHUe NpU A0eK8aAMHOU AHMUKOA2YASHMHOU mepa-
nuu [3, 20, 496, 500, 503].

* Mwmrmrantanuio MK*** g npodumaktnku BCC
y XeHIUH ¢ BeICOKUM pruckoMm BCC pekomeHmyeTcs Bbi-
TOJIHSTH TIepe] TUIAHUPOBaHUEM OepemMeHHocTH |[129,
137, 240, 279, 365, 500].

EOK ner/PKO I1aB (Y 4, YYP C)

* Pexomennmyetcst olleHUBAaTh HEOOXOIUMOCTD yCTa-
HoBkM MK*** mra mpodmraktukn BCC Bo Bpems Oe-
peMeHHOCTH 1o eBpomneiickoii mKare (HCM Risk-SCD)
[129, 137, 240, 279, 365, 500, 507].

EOK uner/PKO I1aB (Y 4, YYP C)

* PexomeHmyeTCsT BRIIOJMIHEHNE YCTaHOBKU MK T***
BO BpeMs OepeMeHHOCTH Tpu BbicokuxX puckax BCC
C YY4E€TOM ONTUMAJIBHBIX CPOKOB OEPEMEHHOCTU TIOCIE
8 Hel. ¢ omTUMAaNbHOU 3amUTON OT obsyueHuUs [129,
137, 240, 279, 365, 500, 507].

EOK uner/PKO I1aB (Y 4, YYP C)

4. MepuuuHckas peabunurtauus, MeguUUHCKue
nokKka3aHud U NPpoTuBoNnoKa3aHns K NpuMeHeHu1o
MeToA0B peabunutauumn

CreManbHBIX peKOMEHIAINWN MO peaduInTaluu
narmeHToB ¢ 'KMII He cymectyeT. [locne xupyprude-
CKOTO WJIM 3HIOBACKYJISIPHOTO BMEIIATCIHCTBA TTAIIMCH-
tam ¢ ' KMII npoBoasiTcs: Takue Xe peaduaInTallMOHHbIC
MEPOMNPUSTUS, KaK U MallMeHTaM C IPYroi cepaeuyHo-
COCYIMCTOI TTaTOJIOTUCH, TTIEPEHECIINM XUPYPTUIECKIE
VUTW HJIOBACKYJISIpHbIE BMEIIaTeJIbLCTBA.
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5. NpodunakTuka n gucnaHcepHoe HabnoaeHue,
MeaAuLuUHCKMNe noKka3aHuda n npoTuBonoKa3aHus
K npuMmeHeHuto meToaoB ﬂpOd)VlnaKTVIKI/I

IMpodunaktuku 'KMII kak 3a001eBaHUs HE Cyle-
CTBYET.

[MpodumakTnueckmue MEpPONPUITHS Yy ITAllMCHTOB
¢ 'KMIT 3akmouaroTcs B podrIaKTUKEe OCHOBHBIX OC-
JIOKHEHU 3a00J1eBaHUsI, KOTOPHIC TIPEACTaBICHBI B Ta-
omune 24, Ipunoxenue A3.

Oo61I1e peKOMeHIAIIUK 110 00pa3y XXU3HM MAllUCHTY
¢ 'KMII npeacrasnensl B [Ipunoxenuu B.

Jucnanceproe HaOmoneHnne nanuentos ¢ I'KMII

IMauuentsl ¢ TKMII HyXXnaroTcs B MOXU3HEHHOM
HaOJIOMECHUHN TSI BBISBICHMUS N3MCHECHUI B CUMITTOMA-
TUKE U MPEAyIpPexXIeHUS OCIOXHEHUA.

Ha mavanpHOM 3Tame MEAMKaMEHTO3HOTO JICUCHUS
IUTAHOBBIC TIOBTOPHBIC BU3UTHI K Bpauy XeJIaTeIbHO ITPO-
BOAUTH 4epe3 6, 9, 12 Mec. (IIpy HEOOXOAUMOCTH Yallle)
IUIST OLIEHKU TIePEHOCUMOCTHU, 3P(PEKTUBHOCTU U Oe3-
OITAaCHOCTH JICUCHUSI, a TaKXKe KOHTPOJISI BBITIOJTHCHMUS
BpaueOHBIX pekomeHmauuii. [Ipu HemocTaTouHO! 3(h-
(PEeKTUBHOCTH U TIOXOM MEPEHOCHUMOCTH ITPOBOIMMOTO
MEIMKaMEHTO3HOTO JICUCHMSI peKOMEHIOBaHa 3aMcHa
HCITOJIB3YEMOTO JICKAPCTBEHHOTO TIperiapaTta ¢ ITOCIeIy-
JOIIIUM KOHTPOJIEM TTPOBOIMMOTO JICYCHHMSI.

* Bcem mauuentam ¢ 'KMII, Bkiatoyass Hocutenen
IMATOJIOTMICCKUX MYTaluili 6e3 (heHOTUITMICCKUX TIPO-
SIBJICHU 0O0JIC3HU W MAIIMEHTOB ¢ OCCCHMMIITOMHEIM Te-
YyeHNEeM 3a00JICBaHUS, PCKOMEHIOBAHO TUHAMUYICCKOE
HaOmoneHNe (Bpad-TepareBT, Bpad OOl MPaKTUKM),
B XOI¢ KOTOPOTO OIIEHMBACTCS XapaKTep M BBIpAXKCH-
HOCTb KIIMHUYCCKUX, MOP(HOJOTUNICCKIUX M TeMOIMHA-
MHWYEeCKUX HApYIICHUI M OmpenessseTcs JieueOHast cTpa-
terus [3, 20, 130, 382, 508-511].

EOK IB (Y1 5, YYP C)

* YV KIMHUYECKN CTAOMIBHBIX TALIICHTOB PEKOMEH-
nmyrotcst moBTopHbIe TT-DXx0KI™ kaxasie 1-2 roma [3, 20,
130, 157, 230, 243, 275, 279, 382, 508-511].

EOK IC (YAJ 5, YYP C)

+ IloBropHbic Dx0oKI-mccnenoBaHmsT peKOMEHIY-
orcda nmanmeHTaM ¢ [KMII ¢ uaMeHeHnIM B KIIMHU-
YeCKOM CTaTyce WJIM ITOSBJICHHMEM HOBBIX CEPACYHO-
COCYIMCTHIX TIpostBiieHuit [3, 20, 130, 157, 230, 243, 275,
279, 382, 508-511].

EOK IB (Y1 5, YYP C)

* 48-gacoBoe XM cepmedyHOro pUTMa PEKOMCHIYET-
cqa Kaxuaple 12-24 mec. KIMHAYECKNA CTAOMJIBHBIM TIalA-
eHTaM, Kaxjble 6-12 Mec. MalKreHTaM ¢ CUHYCOBBIM PHT-
MoM 1 pazmepom JIIT >45 MM 1IH IpH TTOSIBJICHUN HOBBIX
Xayiob Ha cepaueouenue [3, 20, 127, 240, 243, 370, 512].

EOK IC (YAJ 5, YYP C)

* PekoMeHIOBaHO pacCMOTPETh BO3MOXKHOCTH ITPOBE-
JICHUSI HaTPy309HOTO TeCTUPOBAHUS KaXIble 2-3 Toma It
KIMHUYIECKN CTaOMJIBHBIX ITAIIMEHTOB M KaXKIObIi TOI —
MPU IPOrpecCUpoOBaHNM cUMIITOMOB |3, 20, 272, 275, 333].

EOK IIbC (Y1 5, YYP C)

* PexoMeHIOBaHO paccMOTPETh BOZMOXHOCTH TTPO-
BegeHust MPT cepaua kaxaeie 5 JIeT IJIs1 KIMHUYECKU
CTAaOWIJIBHBIX TTAIIMEHTOB U KaXble 2-3 To/a — MarueH-
TaM ¢ TIporpeccupoBaHneM 3aboyneBanud [3, 275, 513].

EOK IIbC (YA 5, YYP C)

» [TlomHoe obcaenoBanue, BKiovatomiee DKI n TT-
OxoKI' 1 XM cepmedyHOro puT™Ma, peKOMEHIYETCS B Te-
yeHue 1-3 mec. u 6-12 Mec. mocjie MPOBENCHUS PEAyK-
mn MKITI [3, 225].

EOK IC (Y11 5, YYP C)

Kommentapun. Heomsemaemoti uacmoio meponpusmuii
npu neueHuy U OUHAMUYeCKoM HabA0eHUuU 3a nayueHmami
¢ TKMII donxcro 6bimob nosviuierue ux od6paz08amenbHo20
yposHs. Ecau dadxce epau pazpabomaem onmumanbhyro npo-
epammy aevenust 045l Kaxcooeo KOHKPemHo20 nayuenma, npo-
8ecmu ee 8 JCU3Hb 0y0em 8eceMa CAONCHO NPU HAAUMUL HUBKOL
Momueayuu K newenuro. Bce npumensemoie memoos aevenus
U NPOPUAAKMUKU O0ANCHBL ObIMb 00CYHCOCHbL U CONACOBAHDbL
¢ nayuenmom. [lpu evibope pedxcuma HazHaveHus npenapama
Heobxo0umo yuumoieams 00pa3s JcusHu nayuenma. Bce pexo-
MeHOayuu, dagaemvie NAUUEHMY, Q0ANCHbL OblMb SCHLIMU, Yem-
KUMU U COOMBEmcme08amp €20 UHMeNNeKMYaabHOMY YPOBHIO.

/s Hekomopbix nayueHmos, KOmopwviM YCMHbIX PeKo-
MeHOayuil HedoCmamo4Ho, caedyem paccmompems 603-
MOJICHOCMb NPOOYOAUPOBAMb UX 68 NUCbMEHHOM eude 045
obecneyenuss 0COZHAHHOR0 Y4ACMUs NAUUeHma 8 1e4eOHO-
npogurakmuueckom npoyecce u nOGbluleHUs dIPhHeKkmueHo-
cmu neuenus [3, 20].

6. OpraHnsauusa MeaMUVHCKON NMOMOLLMU

+ [lammeHTaM ¢ HEOYCBUIHBIM IUATHO30M, TSIKCITBI-
MM CHMIITOMAaMU WUIM TIOBBIIIEHHBIM PHUCKOM CBSI3aHHBIX
¢ 3a00JIcBaHNEM OCJIOKHEHUI pEKOMEHIYETCSI PACCMOT-
pPETh BO3MOXKHOCTh OOCJICIOBAHMS M JICUCHUS Y CITCIIH-
aJICTOB MYJBTUINCIUTUIMHAPHON KOMAaH/IBI, 9KCIICPTOB
B Benenun 'KMII [1, 3, 20, 34, 42, 67, 184, 429, 514-516].

EOK IIbC (VIO 5, YYP C)

* Hes3aBrCHMO OT BBIPaXXKCHHOCTH CHUMIITOMOB pe-
KOMEHIYETCS PeTyJISIpHOES O00CJIecHOBaHUE IMAIIMCHTOB
", TIPX BO3MOXHOCTH, POICTBEHHUKOB TIEPBOM CTEIICHU
poxnctna [1, 3, 20, 21, 33, 57, 130, 157, 217, 230, 243,
279, 382, 433, 508, 509, 511].

EOK IC (Y1 5, YYP C)

* Bcem nauuentam ¢ TKMII pekoMmenayetcs oocie-
IOBaHWE W JICUCHUE B IEHTPaxX ¢ MYJBTUAUCIUTLIMHAD-
HO¥ KOMaHIOH CIICIIMAINCTOB, C OIBITOM IHMATHOCTUKU
¥ JeueHud 3aboieBaHuii Muokapna [1, 3, 20, 34, 42, 52,
67, 184, 429, 514-516].

EOK IIaC (VI 5, YYP C)

IToka3zanus K NJIAHOBOW roCHUTAIM3ALNM:

— VYrounenue npuuuHbl [JIK HesicHoro renesa
W HEOOXOIMMOCTD B CIICIIMAJIBHBIX METOIAX MCCIICIOBa-
Hus (nuckmoueHue dheHokonmii [KMIT);

— HWcnonb3oBaHWe AUATHOCTUYECKUX MPOUEAYD,
MIpOBeicHNE KOTOPBIX HEBO3MOXKHO WMJIM HelleJIecoo0pas-
HO B YCJIOBHSIX TTOJTMKIMHUKN;
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— TpymaOCTH B TTOAOOpE MEIMKAMEHTO3HOM Tepa-
MUY UTST KOPPEKIIUY CUHIPOMOB (M3-3a COUYCTaHMS ITa-
tonoruii TKMIT/OT'KMII + AIL, TKMII + caxapHblii
nrabeT 2 TWUIa, CUHIPOM CTEHOKAP/INH);

— Hasnauenue Oeta-anpeHOOJ0OKATOPOB, BeparaMu-
JTa** peKOMEHIyeTCSI HAUMHATh B YCJIIOBUSAX CTallMOHapa
C MaJIBIX 103, TIPOBOIUTH TUTPOBAHNUE IO MAKCHMMAJIbHO
IMepEHOCHUMBIX 103 TIOI KOHTPOJIeM caMouyBCcTBUS 1 DK}

— PedpakTepHOCTh K IPOBOINMOIN B ITOJTHOM OOB-
eMme (apMakoTepanuy W HaaWdMe IMokKaszaHuit kK CMOD,
BCA, DKC.

IToka3aHus K 9KCTPEHHO# rOCIUTAIN3AIMHU:

— TIIporpeccuss XCH, TpeOyromass ”HTCHCUBHOM Te-
pammu;

— OTex JIerKux;

— MWHcynbrt;

— OmnacHble WIS XWU3HU HapYIICHUS CEPACIYHOTO
pHUTMa ¥ TIPOBOAMMOCTH, TPEOYIOIINEe NHTCHCUBHOM Te-
pammu;

— CuHKONAJIbHBIC COCTOSHHS,

— OKC;

— Ipenorspamniennass BCC.

IToka3anus K BbINKCKE MalMEHTAa U3 CTAIMOHApA:

— Ilpu 1raHOBOM TOCHUTAIM3ALUHN TTOKa3aHUEM
k Bbinucke nanueHta ¢ 'KMII gaBnsieTcsa yiydiieHue
KIMHUYECKOM CUMIITOMATUKN Ha (OHE MPOBOIMMOI
dapmakoTepanuu, umiuiantauun MK***, BKC***/
nByxkaMmepHoro DKC***  sHmoBacKyIsIpHOTO/XUPYPIHU-
yeckoro JieueHust (CM3, DCA);

— Ilpm 3KCTpeHHOI TOCIUTAIN3AINN TOKa3aHUEM
K Boinucke namueHTa ¢ 'KMII saBaserca Koppekuus
HapyIIeHWI pUTMa U IIPOBOAUMOCTH, B T.4. (DaTaIbHBIX,
OTCYTCTBHE OCJIOXKHEHUI, TPEOYIOIINX MHTCHCUBHOM Te-
panuu, 1 ctabumsaunst XCH;

— Hopmammzamms rmokasareseii (1ieneBbie ypoBHI AL,
[JIMKEMUU, JIATTUIOTPaMMBI) TIPH, COOTBETCTBEHHO, Al ca-
XapHOM nauadete 1 wmm 2 ThIa, IUCTATTUACMIN, €CITA YXYI-
IICHIE B TCUCHNE STUX 3a00JICBaHMIA SBIJIOCH OCHOBAHIEM
TSI TUTAHOBOM WJIM 3KCTPEHHOM TOCTTUTATA3AINH TTallIeH-
ToB ¢ 'KMII B couetaHnu ¢ KOMOpOUIHOI MATOJIOTUEIH;

— Ilpu cuHIpOMe CTEHOKApAMH ITOKa3aHUEM TSI BBI-
mucku manreHTa ¢ [KMII asigercsa noctikeHue ctadm-
ym3auuu cocrossHus nayenTa ¢ F'KMIT Ha ¢one dapma-
KOTEepaImu, SHI0BACKYISIPHOTO/XUPYPTAIECKOTO JICUCHNST;

— VYcranosineHne nuarHo3a deHokonuniit 'KMII,
BBITIICKA/TICPEBO MMAlIMEHTA B CIICIIMATN3MPOBaHHBIC

OTHEJICHUS IJI 3THUOIMATOIreHETUICCKOTO JIeUeHUST (Ha-
puMep, B TeMaTOJIOTUIECKOE oTAeaeHne npu AL-amm-
JIOUI03€ ¢ M30JIMPOBAHHBIM,/TIPEUMYIIIECTBCHHBIM ITOpa-
JKEHMEM Cepala).

WHble opranu3anyioHHbIe TEXHOJOTHH

Lemrecoobpa3Ho co3maHMe TEPPUTOPHUATHHBIX PETH-
crpoB nauueHToB ¢ 'KMII.

IIpn ananuze paboOThI JieueOHO-TTPOPUTAKTUUECCKOTO
yupexaeHus ¢ nauueHtamu ¢ FKMII nenecoobpaszHo
OIICHMBAThH CJICIYIOIINE TTOKA3aTCIIM:

— cootHomeHnue 'KMII u ¢penokonuit 'KMII,
3TUOJOTYECKU criekTp peHokonmit 'KMIT;

— COOTHOIIICHNE OOCTPYKTUBHBIX M HEOOCTPYKTHUB-
HbIX ¢popm ['KMII;

— COOTHOIICHNE CEMEMHBIX M CIIOPATUICCKUX CITY-
yaeB 3a00JICBaHNS;

— YacTOTY TOCIIUTAJIN3ALINI B CBSI3U C TIPOTPECCHUPO-
BanneM XCH, ®I1, OKC, caygan BCC;

— notpebHocTh B DKI, Ox0KI, MPT, KT, KAI' mna
BBHITIOJIHCHUSI PEKOMEHIAIINI 110 TMHAMUYeCKOMY Ha-
Or0eHNIO U 00C/IefOBAaHMIO MPOOaHIa U POICTBEHHU-
KOB TTAIIMCHTOB TIEPBOI JIMHUU POJICTBA;

— cMepTHOCTB (%), ocnoxxHeHus (%) 3a ron, 3 rona,
5 ner;

— YacTOTy BHISIBICHUS (DAKTOPOB KapauoMeTado-
nmaeckoro pucka (Al, mucaunumeMusi, OXUpeHNe,/n3-
OBITOUHBIN BEC, caxapHbIil [uadet |1 u 2 ThIa) B pa3HbIX
Bo3pacTHBIX rpymmax [KMIT [52];

— pe3yIbTaThl MOHUTOPHPOBAHUS ITOTEHIINATBEHO MO-
IUUIIPYEMBIX (PAaKTOPOB: aHTPOIIOMETPUICCKUX MTaH-
HBIX (MHIEKC MAacChl Tejla, OKPYKHOCTh TaJINi), TT0Ka3a-
TeJIeH JIMTIMIHOTO PO UIIs, YPOBHS IIMKEMUN B Pa3HBIX
BO3PACTHBIX TPYIIIaX MMalleHTOB.

7. fononHutenbHaa uHgopmaums (B TOM 4ucne
¢dakTopbl, Biugiowme Ha ucxop, sabonesaHnsa
W COCTOSIHUSA)

JApyrumMu BaxXHbIMM LeJsiMu Tipu jedyeHun ['KMIT
SIBIISTIOTCS:

1. Koppexinst Bcex MOTEHIIMAILHO MOIUMUIIpYe-
MBIX (PaKTOPOB pUcKa (KypeHHUe, TUCTUITUACMUS, THIICP-
TJIMKEMUSI, OXKUPEHNE);

2. JleyeHUE COITYTCTBYIOIIMX 3a00JIeBaHUI B COOT-
BETCTBUHU C HAIIMOHAJIBHBIMU KIMHUYECCKIMU PEKOMEH-
marmusmu (MBC, AT, caxapHBIN nuabder, XpoHMYeCKas
00JIeE3Hb TTOYEK).
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KNMHWYECKME PEKOMEHZALNN

Kputepum oueHkun kayecTBa NnepBUYHO MeANKO-CaHUTapHOW noMoLum B3pocnbiM npu FKMI

Nen/n  Kputepwuii kayecTsa OugeHka BbIMoHeHUs
1 BbinonHeH aHanus KpoBu G1OXMMUYECKMIA OBLLETEPANEBTUYECKUIA (Kanuid, anaHnHaMUHoTpaHcdepasa, [Ha/Het
acnapTatammHoTpaHcdepasa, KpeaTuHUH, Mioko3a) NPy NepBUYHOM 0BpaLLEHUN U AxHAMMUYeCKOM HabnioaeHun He pexe 1 pasa
B 12 mec.
2 BbinonHeHa permctpawms anekTpokapaMorpamMmmMbl Npu NeEPBUYHOM 06paLLEHUM U AMHAMUYECKOM HabmioaeHn Ha/Het
He pexe 1 pa3a B 12 mec.
3 BrinonHeHa axokapamorpadus npy nepBryHOM obpaLLeHnn 1 auHammnieckom HabnioneHun He pexe 1 pasa B 12 mec. Ha/Het
BbINOMHEHO XONTEPOBCKOE MOHUTOPMPOBAHME CEpAEYHOro pUTMa Npu NePBUYHOM 0OPALLEHNN 1 AYHAMUYECKOM HabntoaeHnn Ja/Het

He pexe 1 pa3a B 12 mec.

5) BbinonHeHa cTpaTtudukaums MaTepuUHCKOro prcka ¢ MCnonb3oBaHMeM MoandULMpPoBaHHON knaccudvkauum BcemmpHoii Ja/Het
opraHu3aumy 30paBoOXpaHEHNs MaTEPUHCKOrO pucka 6epeMEHHBIM NaLeHTkam

6 BeinonHexa cTpatndukauws pucka no wkane HCM Risk-SCD, no pesynstatam cTpatudukaLym Npy HanMumm MeLULMHCKUX Ha/Het
nokasaHuii K MMaHTaLmyM UMNAaHTUPYEMOro kapavoBepTepa-aAedubpunisTopa BoINoNHEHa KOHCYbTaLMs (HanpaBneH
Ha KOHCY/bTaLMI0) Bpaya-kapamonora u/unu Bpaya-cepaeyHo-cocyancToro xupypra

7 HasHaueHo neyeHvie 6eTa-aapeHoba0KkaTopaMm WU HeaAUrMaPONMPUAVHOBLIMI 610KaTOPaMM "MEANEHHbIX" KanbLMeBbIX Ja/Het
KaHanoB (CenekTMBHbIE 610KAaTOPbI KabLMEBbIX KAHAOB C NPSMbIM AEACTBMEM Ha CEPALE) U/WAK MHIMBUTOpamm
aHrMOTEH3MHNPeBpaLLaoLLero GepMeHTa UK aHTaroHMCTaMmn PELLENTOPOB aHrMOTeH3MHA Il an anypeTtrkamu
(NpW OTCYTCTBUM MEAMLMHCKUX MPOTUBOMNOKA3aHWIA)

8 BbinonHeHo neyeHne 6eta-anpeHobnokatopamm nnv 61okaTopamm KanbLUEBbIX KaHANO0B U/Unn MHrMBuTopamu [Ha/Het
aHrMOTEH3MHNPeBpaLLaoLLero GepMeHTa MK aHTaroHMCTaMmn PeLLEnTOPOB aHrMoTeH3uHa Il uan guypeTtrkamu
(MpW OTCYTCTBUM MEAMLMHCKUX MPOTUBOMNOKA3aHWIA)

9 BbinonHeHa nocTaHoBKa NauWeHTa Ha AycnaHcepHoe HabmoaeHne Ha/Het

Kputepum oueHkun kayecTBa cneunannsMpoBaHHON MegULMHCKOW noMoLum B3pocnbiM npu FKMI

Nen/n  Kputepuii KayecTsa OuieHKa BbINONHEHNS!
1 BbinonHeHsbl KT n TT-9xoKI [a/Het
2 BeinonseHo MPT cepaua ¢ koHTpactuposaHueM, KT cepaua ¢ KOHTPACTUPOBAHUEM MPY HAIMYUW MEAVLIMHCKIX NOKasaHWi [a/Het
1 Npy OTCYTCTBUM NPOTMBOMOKa3aHWIA
3 Beinonxneno XM cepaedHoro putma [Ha/Het
BbINosHEeHb! aHanM3bl: 0BLLMIA (KTMHUYECKWIA) aHanm3 KpoBM 1 0BLLMIA aHanM3 MOYM, aHanna KPoBY OMOXMMUYECKMIA [a/Het

obLLeTepaneBTUYECKNIA (BKIIOYAs XONECTEPUH, TPUIMULLEPUABI, Kanuii, HATPUA, acnapTataMuHoTpaHcdepasy,
anaHnHamM1HoTpaHchepasy, MOYEBUHY, KpeaTUHWH, Bunnpy6uH, MioKo3ay)
5 MposeneHa cTpatndukaums pucka y naumentos ¢ FKMI co cpegHum n Huskum prckom BCC, a Take y naumertos ¢ OTKMI, Ha/Het
nepexecwx CM3 (amepukaHckas moaenb, eBponeiickas mogens, Lkana HCM Risk-SCD)
B 3aBMCHMOCTY OT MEAULIMHCKUX NOKa3aHUIA 1 NPU OTCYTCTBUM MEAULMHCKUX NPOTUBOMNOKa3aHuii BbinoaHeHa MPT
C KOHTPACTUPOBaHWEM ragonuHreM. OnpeaeneHbl nokasanus k KA *** B 3aBMCMMOCTM OT MEAWLMHCKMX NMOKa3aHUin
1 Npy OTCYTCTBUN MEAMLIMHCKUX MPOTUBOMOKA3aHUi
6 MpoBeneHa ctpatndrkaumsa pucka y naumeHTos ¢ FKMI n Beicokum puckom BCC, a Takxe y naupeHtoB ¢ OFKMIT, nepeHectumx [a/Het
3CA (eBponeiickas mogenb, Wwkana HCM Risk-SCD)
Onpegnenexbl nokadaxus kK UKA*** B 3aBUCMMOCTW OT MEAMLIMHCKMX NOKA3aHW 1 NpY OTCYTCTBUN MEANLIMHCKMX NPOTUBOMNOKA3aHWi
7 MpoBeneHa Tepanus 6eTa-aapeHo60KaTOPOM, MU HEAMTMAPONUPUAVMHOBLIM 6710KAaTOPOM "MEANEHHbIX" KabLMEBbIX KaHaN0B [a/Het
(cenekTuBHbIE 6/10KATOPbI KANbLIMEBLIX KAHAOB C MPSIMbIM AECTBUEM Ha CEPALE) B PEXVIME MOHOTEpanuu UN B PEXUME
KOMOVHMPOBaHHO Tepanum (coveTaHne ¢ MAMN®D, nnu 6nokatopamm peLenTopoB aHrMoTeH3uHa Il, n/unm auypeTtrkamm)
B 3aBMCYMOCTM OT MEAVLIMHCKYIX NMOKa3aHWii U Npy OTCYTCTBUM MEAVLMHCKUX NPOTUBOMOKa3aH!ii
8 BbinonHeHa KoHcynbTaums Bpada-reHetuka 6epemenHoii ¢ FKMIT nnv npy nnaHmpoBaHum 6epeMeHHOCTH Ha/Het
9 Maupment ¢ FTKMIT HaxoauTcs nof AMCNaHCePHbLIM HaboAEHNEM B MONNKIIMHIKE [a/Het

CokpauweHnus: BCC — BHesanHas cepaeyHas cmeptb, FTKMIM — runepTtpodudeckas kapanomuonatvsi, AM® — MHrMBUTOPbLI aHMMOTEH3UHNPEBPaLLaloLLEero GepmeHTa,
VKL, — vmnnanTtupyemslii kapanoseptep-aedubpunnatop, KT — komnbiotepHas Tomorpadus, MPT — mMarHWTHO-pe3oHaHcHas Tomorpadusi, OTKMIM — o6¢TpykTUBHAsS
runepTpoduyeckas kapavomuonatus, CM3 — centanbHas Muoaktomus, TT-OxoKIm — TpaHCTopakanbHas axokapanorpadus, XM — XonTepoBCkOe MOHUTOPKPOBaHWe
cepaeyHoro putma, 9K — anektpokapavorpadus, 9CA — ataHonosas centanbHas abnaums.
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MpunoxeHune A2. MeTomonorus pa3padboTku KIIMHMYECKUX peKOMeHaauui

BcnencrBue Toro, uro Poccuiickoe Kapanoiorndeckoe oodmectBo (PKO) Bxomut B coctaB EBpomeiickoro oo1ie-
ctBa KapauojoroB (EOK), u unensr PKO Taxcke siBistitorest wieHamu EOK, Bce eBporreiickie peKoMeHaanm Ghop-
MUPYIOTCS C YIaCTHEM POCCUMCKUX 3KCIICPTOB, KOTOPHIC SIBIISIIOTCS COaBTOpaMU peKoMeHmamuii. Takmm odpas3om,
cymectBytomue pekomeHnaun EOK oTpakator o01ee MHEHHE BEAYIITUX POCCUMCKIX M €BPOIIEICKIX KapIHOJIOTOB.,

B cBs13u ¢ 3TMM popMUpoOBaHTE HAITMOHAIBHEIX PEKOMEHOAIIMI ITPOBOAMIOCH Ha OCHOBe peKoMmeHmannit EOK
C YIETOM HAIIMOHAJIBHON CIIeMDUKN, 0COOCHHOCTE 00CIeq0OBaHNs, ICUCHNS, JOCTYITHOCTH TOM WJIM WHOI MEIM-
IUHCKOM oMo, [1o 3Toi mpuunHe B X0Ie pa3pabOTKN POCCUMCKUX KIIMHNYCCKUX peKoMeHmanii PKO ncmomrs-
30BaHbI MEXKIYHAPOIHBIC KJIACCHI ITOKA3aHUM peKOMEHIAINI, TIO3BOJISIONINE OLICHUTh HEOOXOMUMOCTh BBITIOJTHCHHUS
Te3rca peKOMEHAAIINI 1 YPOBHHU JOCTOBEPHOCTH JOKA3aTeIbCTB JaHHBIX KilaccoB (Tabdi. 1/A2 u 2/A2).

B Tex caydasix, Korma B eBpOICMCKIX PEKOMEHIAIIMSIX OTCYTCTBOBAIM KJIACCHI M YPOBHM M0OKAa3aTeIbHOCTH, HO
mo MHeHMIO 3KcIepToB PKO maHHBIE Te3WMCHI SIBISUINCH KpaifHe HEOOXOAMMBIMHU IIJISI BEITIOJTHECHUS MW, HA000-
pOT, aOCOIIOTHO HE peKOMEHIIOBAaHHI K IIpUMeHEeHUIO, KcIepThl PKO, ocHOBBIBasich Ha mpaBuiiax (popMUPOBaHUSI
KJIaCCOB TOKa3aHUI COMIAaCHO peKoMeHIausiM EBpoIreiickoro o0ImecTBa KaparojoroB, CaMy ITPOCTABIISLIA KJIaCChI
u ypoBHU. B manHOoi1 cutyanuu obo3naueHue EOK 3ameneHo Ha PKO — Kjacchl 1 YpOBHM, TIPOCTaBICHHBIC 9KC-
nepramu PKO.

Kpome toro, nobasieHna HoBast cucteMa mkan Y u YYP misa nedeOHbIX, peaOMIUTALIMOHHBIX, TIPOMUIIaKTH-
YEeCKMX BMEIIATeILCTB U JUAaTHOCTMIECKUX BMeIIaTeIbeTB (Tabdn. 3/A2, 4/A2 nu 5/A2), BBenerHast B 2018t ®I'BY
HIDKKMIT Mun3snpasa P®. TakuM 00pa3oM, B TEKCTe KIMHUUECKUX peKOMEHIaIi, pa3padaTbIBaeMbIX DKCITepTa-
M PKO, omHOBpeMeHHO MCITOJIB30BaHbI IBe ITKaIbI (Tadn. 1/A2, 2/A2, 3/A2, 4/A2, 5/A2).

IIpencraBmeHHBle PekoMeHmanmm pa3paboTaHbl Ha OCHOBe PoccHmitcKMX peKOMeHmanii Mo TUarHOCTUKE M Jie-
yenuio 'KMII 20161, pekomenaanuii mo quarHoctuke u jeyenuio ['KMII EBporneiickoro o6iiecTBa KapauoJIoron
20141, co3maHHBIX HA OCHOBE MHOTOJICTHETO OMBITa M OOJIBIIOr0 KOJMYECTBA MCCACHOBAHMI 10 Pa3IMIHBIM acIIeK-
TaM auarHocTuky u tedeHns [ KMII. B PekomeHmamsx n3moxXeHbl OCHOBHBIC aCTICKTHI ITaTOreHe3a, KIMHIIECKOTO
TEUCHMSI, METOIBI AUATHOCTUKHN U TIPUHIUITEL JeueHns marnreHToB ¢ [KMII ¢ yueToM MHAMBUAYAIBHBIX OCOOCH-
HOCTEH IareHTa.

IleneBas aynuTopus AAHHbIX KJIMHUYECKUX pPeKOMeHIAIMii
1. Bpau-kapauoJor.

2. Bpau-TepamneBT.
3. Bpau o06uieii TpakTuKu.
4. Bpad cepmeuyHO-COCYIUCTHIN XUPYPT.
5. Bpau pyHKIIMOHATBHOW AUATHOCTUKMU.
6. Bpau peHTreHoOon
7. Bpau yabTpa3ByKOBOI TMArHOCTUKMU.
8. Bpau pamumosor.
9. Bpau-reHeTuk.
Ta6nuua 1/A2
Knaccbl noka3aHmii cornacHo pekomenpauuam EOK
Knacc pekomeHgaumii OnpepeneHve Mpepnaraemas
$opmynnposka
[lokazaHo unu 06LLENPU3HAHHO, YTO AMarHoCTMYeCcKas NpoLeLypa, BMELLATeNbCTBO/IEYEHNE SBASIOTCS  PeKoOMeHA0BaHO/noka3aHo
9P HEKTUBHBIMY 1 NONESHBIMMI
Il MpoTnBOpPEUVBbIE AAHHbIE U/ MHEHUS 06 3PdEKTUBHOCTI/MONb3E ANArHOCTUYECKO NpoLieypbl,
BMELLATENbCTBA, JIEYEHUS
lla BOMbWWHCTBO AaHHBIX/MHEHWIA B NONL3Y 3)dEKTUBHOCTN/NONL3bI AXArHOCTUHECKON MPOLEAYPbI, Lienecoo6pasHo
BMeLLATeNbCTBA, JIeYeHNs NPUMEHSTL
Ilb ObdeKTMBHOCTL/NOMb3a AMArHOCTUYECKOV NPOLEAYPbl, BMELLATENLCTBA, IeYeHUs YCTaHOB/IEHbI MEHEE MoxHo
yﬁe,D,I/ITeﬂbHO NPUMEHATb

Il [aHHble UNu earHOe MHEHUE, YTO ANArHOCTUYecKas NpoLeaypa, BMeLaTensCeTeo, ieveHune 6ecnonestbl/  He pekomeHayetcs
HeadHEKTVBHBI, a B PALE Cly4aeB MOTYT MPUHOCUTL BPEL, NPUMEHSTH
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Ta6nuua 2/A2
YA cornacHo pekomeHaauuam EOK
YPOBHVI AO0CTOBEPHOCTU O0Ka3aTesibCTB
ﬂ,aHHbIe MHOFO4YNCNEHHbIX PAHAOMN3NPOBAHHBIX KIIMHNYECKNX Mccne,u,oaanmﬂ nnn metTaaHanan3oB
B ﬂ,aHHbIe noJly4eHbl No pesynbratamMm 04HOro paHAOMNU3NPOBAHHOIO KIIMHMYECKOro nccnenoBaHns nnu KpyrnHblx HepaHa0oMU3UPOBaHHbBIX VICCﬂeﬂOBaHI/IVI
c CornacoBaHHOe MHEHWE 3KCMEPTOB U/Wnv Pe3ynbTaThl HEBOMbLLVX UCCNEef0BaHUIA, PETPOCMEKTVBHBIX UCCNEef0BaHUIA, PErUCTPOB
TaGnuua 3/A2

Lkana oueHkn YO ana MeTon0B AMarHOCTUKM (AMArHoCTUYECKUX BMELLaTesIbCTB)

YOO  Pacwwndposka

1 Cuctematnyeckue 0630pbl UCCNEA0BAHNIA C KOHTPONEM pedepeHCHLIM METOLOM MM CUCTEMATUHECKU 0630P PaHAOMU3VMPOBAHHBIX KITMHUYECKMX
CCnefoBaHNii C NPUMEHEHEM MeTaaHanm3aa

2 OToenbHbIe NCCNeloBaHUS C KOHTpONEeM pedepeHCHbIM METOAOM UNW OTAENbHbLIE PAHAOMU3NPOBAHHBIE KITMHUYECKVE CCNEA0BAHNS U CUCTEMATUYECKIE
0630pb| nccnenoBaHuii Noboro avsaiita, 3a UCKIIIOYEHEM PaHAOMM3VPOBAHHBIX KITMHUYECKVX NCCNEL0BaHNI, C NPYUMEHEHNEM MeTaaHanmsa

3 MccnepoBarns 63 nocnefoBaTeibHOr0 KOHTPONS pehepeHCHLIM METOLOM UM UCCNef0BaHUs ¢ pedepeHCHbIM METOLOM, He SBNISIIOLLIMMCS HE3aBUCHMbIM
0T UCCNEAYEMOr0o METOAA MM HEPAHLOMU3VPOBAHHBIE CPABHUTENbHbIE UCCNIEA0BAHMS, B T.4. KOFOPTHbIE UCCNEL0BAHUS

4 HecpaBHWTENbHbIE NCCNEA0BAHNS, ONMCAHNE KIIMHUYECKOro Cy4as

MmeeTcs nuiwb 060CHOBaHWE MexaHU3ma AeNCTBUS U MHEHUE OKCrnepToB

CokpauweHue: Y[ — ypoBHM LOCTOBEPHOCTU LOKA3aTENbCTB.

TaGnuua 4/A2
Likana oueHku YA ang meToA0B NpodunakTuku, ieyeHus u peabunurauum
(npodunakTuyeckux, neYedHbix, peabunnTauMoHHbIX BMELIATENbCTB)
YOO  Pacwwudposka
1 Cuctematnyeckuin 063op PKW ¢ npumeHeHnem metaaHanvaa
2 OtgensHble PKU 1 cuctematiyeckue 0630pbl MCcneaoBaHnii nioboro anasaiiHa, 3a uckmoyeHnem PKU, ¢ npumeHeHnem meTaaHanmsa
3 HepaH,ElOMVISI/IpOBaHHbIe CpaBHUTENbHbIE UCCNEeA0BaHNA, B T.4. KOFTOPTHbIE NCCen0BaHUA
4 HecpaBHWTeNbHbIE UCCNEA0BAHUS, OMCAHWE KIMHUYECKOrO Cy4as Uan Cepui Cnyvaes, UCCNeA0BaHNs "ciyyai-KoHTponb"
5) NmeeTca nuiub 060CHOBaHNE MexaHu3Ma ﬂeﬁCTBMﬂ BMeLlaTeNbCTBa (,ElOKﬂI/IHI/I‘-IeCKVIe VICCJ'IeJJ,OBaHVIH) W MHEHWE 3KCNepToB
Cokpauenusi: PK/ — paHaommusnpoBaHHoe KNH1Yeckoe nccnefosanmve, Y — ypoBHU 4OCTOBEPHOCTY AOKA3aTENLCTB.
TaGnuua 5/A2
Likana oueHku YYP ana metofoB npodpunaktuku, AUarHoCTUKMU, Ie4eHns U peabunurauum
(npodunakTU4eCcKnx, AUarHoCTUIECKUX, Nle4eBHbIX, peadunuTaLMOHHbIX BMeLLaTesbCTB)
YYP  PacwudpoBka
A CunbHas pekoMeHzaums (Bce paccmaTtpubaemble Kputepum 3ddeKTUBHOCTY (MCXOAb!) SBNSIOTCS BaXHbIMU, BCE UCCNEA0BAHNS UMEIOT BbICOKOE
1N Y0BNETBOPUTENbHOE METOA00MMYECKOe Ka4eCTBO, UX BbIBOALI MO MHTEPECYIOLLMM NCXOAaM SBASIOTCA COrnacoBaHHbLIMM)
B YcnosHas pekomeHaauus (He Bce paccmatprsaemble Kputepum 3GdeKTMBHOCTM (MCX0Lbl) SBASIOTCSH BXHLIMM, HE BCE UCCNE0BaHNS UMEIOT BbICOKOE
1IN Y0BNETBOPUTENbHOE METOA0I0rMYECKOe Ka4eCTBO W/ UX BbIBOAbI MO UHTEPECYIOLLIMM UCXOAAM He ABNSIOTCS COrNacoBaHHbIMM)
c Cnabas pekoMeHzaLys (OTCYTCTBME [0Ka3aTeNbCTB HAANEXALLEro KayecTBa: BCE paccMaTpuBaeMble Kputepun 3hheKTUBHOCTY (UCXOAbI) SBASIOTCS

HEBaXHbIMU, BCE UCCNeL0BaHNA UMEIOT HN3KOe METOL0JI0rnM4eckoe Ka4eCTBO 1 X BbIBOAbI MO MHTEPECYIOLWNM NCX0AaM He ABNSFIOTCS COrnacoBaHHbIMW)

CokpaueHue: YYP — ypoBHY yOeanTeNbHOCTY peKOMeHAALMIA.

ITopsinok 00HOB/IEHNsT KINHUYECKUAX PEKOMEHIANMii

MexaHn3M OOHOBJIEHUS KIIMHNYECKUX PEKOMEHAAINI TTPETyCMaTPUBAET NX CUCTEMAaTUIECKYIO aKTYIN3aLNIo —
He pexe 4em | pa3 B 3 rona miau Tpu TOSIBIIEHUM HOBOUW MHGMOPMAIMK O TAKTUKE BEACHUS MAIMEHTOB C TaHHBIM
3a0oneBanmeM. PemeHne 06 oOHOBNIeHUM TTprHUMaeT MuH3apaB Poccun Ha OCHOBe TIPeIOKEHUI, TIPeACTaBIeH-
HBIX MEAUIIMHCKUMU HEKOMMEPUYECKNMHU TIpodeccnoHanbHBIMU opraHmn3anusamu. ChopMupoBaHHbBIE TTPEITOKEHUS
JTOJKHBI YUUTHIBATh PE3YJbTaThl KOMITJIEKCHOM OLIEHKH JIEKAPCTBEHHBIX MTPENapaToB, MEAUIIMHCKUX U3, a TaK-
K€ pe3yJbTaThl KIMHUIECKON armpo0aliii HOBBIX METOMOB JICUCHUS.
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MpunoxeHue A3. CnpaBoyHbie MaTepuarbl, BKJIl0OYas COOTBETCTBME NMOKa3aHUIi K NPUMEHEHUIO
M NPOTMBONOKAa3aHWiA, CNOCO00B NPUMEHEHUS 1 0,03 NIEKAPCTBEHHbIX NPenapaToB, MUHCTPYKLUN
Nno NPUMEHEHUIO IeKapCTBEHHOro nNpenapara

1. IMpuka3z MunzgpaBa Poccun ot 15 Hos6pst 2012r Ne 9181 "O06 yrBepxkneHnm [lopsimka okKazaHUS METUIIH-
CKOI1 ITOMOIIY OOJIbHBIM C CEpAEYHO-COCYAUCThIMU 3a00/IeBaHUSIMU .

2. Tlpuka3z MunsnpaBa Poccun ot 10 mast 2017t Ne 2031 "O0 yTBepKIeHINN KPUTEPUEB OLICHKN KaueCTBA MEIN-
LUHCKOW MTOMOIIHA".

3. Ilpuka3 Munsapasa Poccun ot 15 uong 2016r Ne 520H "OO0 yTBep:KIeHUU KPUTEPUEB OLICHKU KayecTBa Me-
MULIMHCKON ITOMOIIN .

4. Tpuka3z Mun3mpasa Poccrn ot 28.02.2019 Ne 1031 "O0 yTBepKAeHNM ITOPSTIKA ¥ CPOKOB Pa3pabOTKI KITMHUIECKIX Pe-
KOMEH/IALIMIA, MX IIEPeCMOTPa, TUIIOBOM (hOPMbI KIIMHUYECKUX PEKOMEHIALINI 1 TPeOOBAHUIA K X CTPYKTYpE, COCTABy 1 Hayd-
HOIT 000CHOBAHHOCTY BKJTFOYaeMO B KIIMHMUYECKYE peKoMeHmarmy nHdopmarmn” (3apeructpruposad 08.05.2019 No 54588).

Ta6nuua 1/A3

MonekynsipHbiii natoreHes cneuuduyeckux npuyund FKMM (no EOK 2014) [3]

Hoszonorus (dpeHokonus FTKMIT)
AL-amunnonnos

HenacnencTBeHHbIN
1 HaCNeACTBEHHbI
ATTR

BonesHb AnzepcoHa-Pabpu

HacnencTBeHHbIE CUHAPOMbI

¢ F'KMTI1-deHoTMnoM y NoApoCTKOB
1 MONOZbIX B3POCbIX, CBSI3aHHbIE
¢ MyTauusmu B reHe PRKAG2

BonesHb JaHoHa

Atakcus Ppupgpeiixa

RAS-natum (cuHapom HyHaH
n cuHapom LEOPARD)

MonekynsipHbI NaToreHes3 1 BO3MOXHOCTY 3TUoNaToreHeTnyeckas tepanum B Poccuinckon (De,uepau,mm

Mpw AL-amnnonzose KNoH ManurH13MpoBaHHbIX N1a3MaTieckuX KINEToK CUHTE3VPYET B 6OMbLIOM KONMYECTBE Nlerkve Lenm
(kanna unu naméaa) UMMYHOTN06YAMHOB. YBENNYEHME KOHLEHTpaLmm 6enka-npeaLlecTBEHHMKA BbilLE HEKOTOPOro NOPOroBOro
3HaYeHUst MOXET aBTOMATUYECKN NPUBOANTD K HaYay GubpunioreHesa n 0ToXeH o ammunonaa B Tkausx. Mpu aTom B 5%
CNy4aeB AMarHoCTUPYIOT NMPenMyLLECTBEHHOE NopaXeHue cep/iLia aMuaoua03oM

B ocHOBe MOnekynspHOro natoreHe3a HeHacneACTBEHHOIO U HAacNeACTBEHHOro ATTR nexar KOHPOPMALWMOHHbIE N3MEHEHNS

1 fectabunnsauys TetpamMepa TpaHCTUpeTUHa. Jectabunmnaaums TpaHCTMPeTUHA NPUBOAMT K HenpaBuibHOMY GONANHIY
6enka v arperaLum BapuaHTHbIX MOHOMEPOB TPAHCTUPETMHA C 06Pa30BaHMEM TOKCUYHBIX MPOMEXYTOYHbIX aMUIOUA0rEHHbIX
NPOLYKTOB M aMUAOUaHbIX Grbpunn.

3TV MexaHWU3Mbl MOTYT HapyLLATLCS C BO3PACTOM, YTO 0ObSICHSIET MOBLILLEHME PUCKA PA3BUTHSI HEMYTAHTHOTO HEHACNEACTBEHHOTO
ATTR y n1LL, NOXMMOrO 1 CTapYecKoro Bo3pacra.

Tadamuanc pekoMeHayeTcs NauyeHTam C reHeTU4ecky NoaTeepxaeHHon TTP amunonaHon KM n cumntomamu | vnm Il knacca

no NYHA anst yMeHbLLEHWSt CUMMNTOMOB, YMCa rocnuTann3aLmii B CBA3V C CEPAEHHO-COCYANCTbIMM NPOSIBNIEHNSIMA 1 CMEPTHOCTY.
Tacdamuanc pekomeHayeTcs nauyeHTam ¢ nprobpeteHHolt TTP amunongHoi KM v cumntomamm | unu Il knacca no NYHA
[N YMEHbLUEHNS CYMMNTOMOB, Y1Ca rOCNMTANV3aLMin B CBA3M C CEPAEYHO-COCYANCTLIMU NPOSBAEHNSMMN 1 CMEPTHOCTM [154].
— MHH Tadammaunc 20 mr

— AKTVBHOE BELLECTBO — Tahammamc MernomMmH

— ATTR nonuHeBponatyis 6e3 kapayanbHbix NPOsSBNEHNI

— MHH Tadammaunc 61 mr

— AKTMBHOE BELLECTBO-TadaMmnamnc

— ATTR kapavoMuonaTtvsi He3aBUCUMO OT APYrvX NPOSBAEHNUN

Mytaups B rene GLA (onucaro >400), kogupyiowem depMeHT a-ranakto3naasy A (a-Gal A), npMBoaMT K 3HAYUTENTbHOMY
CHUXEHUIO aKTUBHOCTU (PEPMEHTa, BOBIEYEHHOrO B METab013M CHUHrornmKonuniaos [6]. 9To NpuBOAUT K HAKOMEHMIO
HErmaponM30BaHHoro cybcTpara 610kMpoBaHHON GePMEHTHON peakLIm 1 CONPOBOXAAETCS YBENMYEHNEM YICIa TM30COM

B K/IETKaX, HapyLLEeHNeM HOPMabHOr0 GYHKLIMOHUPOBAHWS STHX KIETOK U UX rMBenbio.

PaspaboTtaHa aTnonartoreHeTuyeckas Tepanus. B Poccuiickoit ®enepauyv 3apeructpupoBaHo 2 npenapara:

Arancvpasa anbda n Arancugasa 6eta

PRKAG2 kopupyeT LAM®-akTnBMpyemyto NpoTenHkuHady-y2. JaHHbli 6en10k onpefensieT BHYTPUKIETOYHYIO akKyMynsLmio
7IMKOreHa 1 HapyLweHns ero GyHKLMM MOTyT NPUBOAMTL K NCEBAOTUNEPTPOdUM KapaAMOMUOLMTOB 1 3aePXKe MHBONIOLMM
3aMOpPVOHaNbHbBIX MPOBOASALLYMX NYTEN B MUOKapAe.

Mpwn atom Habnogaetcs yactoe covetaHue FKMIM-deHoTnna n cuiapoma Bonbda- MapkuHcoHa-Yaita

MonekynsipHbIii MexaH13m pa3Butus 6one3Hn [laHoHa ocHoBaH Ha aedekte B LAMP-2 6enke, KoTopblii onocpeayet
HaKoMNeHe MrKOoreHa B KapayoMm1oLMTax v NpMBOAUT K NceBaornneptTpodum mrokapaa. Koraa cyLecTByeT reHeTuHeckuii
06ycnosneHHbIn aeduunt 6enka LAMP2. HabniofaeTtcs HenpasunbHas aytoparmyeckas aerpagaums 6enkos. Aytoparuyeckas
aKTUBHOCTb CBSI3aHa C NaToreHe3oM pa3HoobpasHbix 6onesHeit. CylecTByeT MHEHWE, YTO BonesHb [laHoHa obycnosneHa
HacneACTBEHHLIMU HapYLLIEHUAMY NpoLiecca aytodarum

MonekynsipHblii natoreHea atakcun dpuapeiixa A0 CUX Nop ABASETCS NPeaMeToM AMCKYCCuil. OfHaKO Ha HACTOALLMIA MOMEHT
YCTaHOB/IEHO y4acTue 6enka dpatakcuHa B NoaaepkaHumy roMeocTasa xenesa B KNeTke 1 T0, 4TO ero HeloCTaToYHOCTb
NPVBOAMUT K MHOXECTBEHHOMY HEPMEHTHOMY AeDULINTY, MUTOXOHAPWANEHON ANCHYHKLMN 1 OKUCIIUTENBHOMY NOBPEXAEHIO
MyTaumm B reHax, KoampytoLLmx KOMNoHeHTbl 1 perynstopbl RAS/MAPC curHansHoro nyti (RAS/mMuToreH-aktvBupyemas
NPOTENHKNHA3a) BbI3bIBAOT MHOXECTBEHHbIE HacNeaCTBeHHbIe NOpoku pa3Butus. RAS/MAPC curHanbHbIii myTb OTBETCTBEHEH
3a nponundepaumio, AMbhepeHLMPOBKY, CTAPEHKE 1 anonTo3 KNETOK 1 06eCneyrBartoLLEN 3TVM HOPMaIbHOE Pa3BUTUE KIETOK
1 TKaHen opraH1Mama B LeNIoM B 3MOPUOHANBHOM M MOCTHATAIbHOM Neproaax

Cokpawenus: /KM — runeptpoduyeckas kapamommonarus, KMIM — kapamomuonatus, MHH — mMexayHaponHOe HenaTeHTOBaHHOEe Ha3BaHue, TTP — TpaHCTUPEUHO-
Bbill, ATTR — TpaHCT1penHoBbI ammunongos, NYHA — Hblo-Vlopkckas accoumaums cepaua.
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Ta6nuua 2/A3
®akTopsbl pucka pa3sutusa UM 2 Tuna y naumentos ¢ FKMI

Crenos KA DakTopbl . Taxuxapms
<50% XPOHUYECKON
(B craprueit NILIeMUH - TAl
BO3PaCTHO MUOKapia + Crpecc
rpynrie) + npu TKMIT + . Harpyska
Komop6uaHocts (INOCA) * (MaKTOPbI CHIKEHUS

nepdy3un Muokapaa

WM 2 tana (MINOCA)/
0CTpOE NMOBPEKICHNE MUOKAPIA

Cokpauwenus: ALl — aptepuansHoe pasneHve, TKMIM — runeptpodudeckas kapamomuonatvs, M — nHdapkt munokapaa, KA — kopoHapHasa aptepusi, INOCA —
ischemia with non-obstructive coronary arteries (Mwemus 6e3 06¢TpyKLMM KOpoHapHbIX apTepwii), MINOCA — myocardial infarction with non-obstructive coronary arteries
(vHbapkT Mrnokapaa 6e3 06CTPYKLMM KOPOHAPHBIX apTepUit).
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XapakTtepucTtuka

O6cTpykums

MPT
leHeTuka
Xapaktepuctuka KM

KomopbuaHoctb

Hanunune BepxyLieyHom
aHeBpU3Mbl

nopTunos FKMN (apantuposaHo 13 [87, 179, 517])

[MnepTpodus GasanbHo
yacTi MXI (cy6aopTasnbHas)

XapakTtepHa 06CTpyKums
BTJIX

MeHee BbipaxeHHbiii G1bpo3
Yawe renotun (-)

Yawe HecemeitHas dopma
MHorodakTopHoe
3a60neBaHve
LnddepeHumpoBaHHbIi
ovarHos ¢ TTP KM

— Al

— ToBblweHHbIn UMT

OtcyTcTBYET

OcobeHHocTM BepxyLieyHoi FTKMM:

Paznunyatot 2 popmbl BepxyLueyHor MKMIM:
— WU30/MPOBaHHAsA BEpPXyLLEYHas runeptTpodus;
— CMeLLaHHbI BapuaHT (CoYeTaHne cpefHexXenya04koBov U BEpXYLIEeYHO runepTpodum ¢ npecbnanaHvem BepxylueyHoit) [518, 519].

[LBosikoBbinyknas MXI

Yale oTcyTCTBME OBCTPYKLWN
BTJIK (MoxeT BCTpeyaTbest
[IByXYpPOBHEBasi 06CTPyKLMS
JIK: Ha yposHe BTJ/TX

1 CpeaHexenyno4ykoBas)

1 2-XenyaoykoBas
O6LWMpHbIE 06nacTy hpubposa
Yatue reHotun (+)

Cewmeitnas TKMM

MeHee xapakTepHa

OrcyTcTByeT

Bepxyweyras FTKMI nmeeT ocobbiii nattepH SKI, KOTOPbIA BKAOYAET B cebst:
— Hanuume rnybokux HeratueHbIx 3y6uoB T (=1 mV (210 mm));
— BOJbTaxHble kputepum MK, nHBepcus BoHb! T;

— BbILUE YACTOTY BO3HWUKHOBEHMS drbpunnsaumm npeacepamii [520].

JnddepeHumanbHbiii anarHoa BepxyteyqHoi FTKMIM HeobxoaMMo NpoBOAUTS C:
+ 6onesHbio Pabpu (npy GoneaHn Pabpu moryT Habnopatees 4 Mmopdonoruyecknx peHotuna: 1) 6e3 yronweHus cteHok JIK; 2) koHueHTpuyeckas MK
3) acummeTpumyHas [T (runeptpodus MXM); 4) npeobnanaHue BepxyweyHoi MK) [521].

+ "cnopTuBHeIM" cepauem [520].

* anukasbHbIM CMELLEeHNEM NanuaIaAPHbIX MbILLLL.

BepxyweyHas KM

OtcytctBume o6cTpykummn BTIIDK

Ta6nuua 3/A3

KnuHnyeckne oco6eHHOCTU HanbGonee YacTo BCTpevalowwmnxcs MopPonornieckux

CpeaHexenyaoukosas
06¢TpykTMBHAsS FKMIM

CpenHexenynoykosas

MeHee BblpaxeHHblil drbpo3

06c¢TpykLms JDK

(MOXeT BCTpeyaTbest
[IBYXypOBHeBasi 06CTPYKLMS
JIX: Ha ypoBHe BTJ/IX

1 CpefHexenyao04Kosas)

06wupHble obnactn drbposa

Yatue rerotun (-)

Yaue HecemeiHas dopma
MtorodakTopHoe
3abonesaHue

— Al
— MMoBblweHHbIn UMT
— [Avcnunupemuns

B 10-20% cny4yaeB

Yawwe resotvn (-

?

Bonee yem B 20% cnyyaes

KnnHnyeckas oueHka 1 iByxMepHas TpaHcTopakansHast 9xoKIm He MOryT B JOCTaTO4HOM CTENeHN AMdPepeHLmMpoBaTh 3T COCTOSHIS, NO3TOMY MarHoCTMKa
BepxyLueyHoit TKMIM ponxHa BkmoyaTh B ceds koHTpacTHyto IxoKI unm MPT [522]

CokpaweHus: Al — apTepuanbHas runepteHaus, BTJDK — BbixogHoi TpakT neBoro xenynouyka, 'KMIM — runeptpoduyeckas kapamomuonatust, XK — runeptpodus
nesoro xenynouka, MMT — nHpekc maccol Tena, KMIM — kapavomuonatus, JIXK — nesblin xenyaodek, MXIN — mexokenynoykosas neperopogka, MPT — MarHuMTHo-
pesoHaHcHas Tomorpadusi, TTP — TpaHcTupenHoBsblii, SKI — anektpokapavorpadus, IxoKIm — axokapavorpadus.
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Ta6nuua 4/A3
YnpouieHHaa moaenb KIMHUYEeCKUX BapuaHToB TeueHus KM
. AcuMIToOMHas AcuMnToMHast
I'eHeTMUEeCKMit >
e TOTUTIepTpodhrIecKast > TunepTpodbuIecKast CTaaust
2 cTamust (+/- obcrpykimst BTJIK)

! !

+ cpenHe-Xeaya0uKoBast
o6eTpykums JK CuMnToMHast

TUIepTpodruIecKast CTamus
+/- ooctpykims BTJIK
("kyaccuueckuit

MOopdo-bYHKIIMOHATBHBII
dbenorun")

A

CrabuibHoe
TeYeHMe

A

HeGnaromnpusitHoe
pemozenuposanue JIZK
(nmuTaTalMoHHAsT CTAINST)

Cokpawenusi: BCC — BHesanHas ceppaeyHas cMepTb, BT/IK — BbixogHoI TpakT nesoro xenygouka, 'KMM — runeptpoduyeckas kapamomuonatis, UM — nHdapkt
Muokapaa, JK — neBbiii xenyaovek, ®B — dpakups Bbibpoca, O — bdubpunnsaumsa npeacepanii, XCH — xpoHuyeckas cepaeyHas HeA0CTaTO4HOCTb.
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Ta6nuua 5/A3

U3meHeHusa na6opaToprlx TeCcToB, NO3BOJifOLMEe 3an0o[03PUTb

Tect
feMorno6uH

DyHKLWS Novek

BNP 1 NT-proBNP

CepreyHblil TPOMOHWUH

Onpepnenexyie KOHLEHTPaLW CBOBOAHbIX
Nerkux Lenei UMMyHOrno6ynuMHoB (k n i)
B KPOBM 1 MOYe

ViccnenoBaHve KOCTHOTO Mo3ra
TpaHcamuHasbl neveHmn
KpeatnHdocdokmnHasza

AKTVMBHOCTb o.-ranakro3ngasbl A B nnasme/
nevikoupTax y Myxu4uH >30 net

Mioko3a HaToLLaK
OueHka GYHKLMM LUMTOBUAHOM Xenesbl

Jlaktat nnasmbl

HekoTopble peHokonuu FKKMI (apantuposaro u3 [3])

3abonesaHus (deHokonuy FTKMM)

Mpu aHeMum ycunmsaroTcs 601 B FPYAHOI KNETKE W OAbILLIKA, U €€ CNeyeT UCKIYaTh NPU U3MEHEHUM CUMMTOMATUKM.
AHeMUsl, Bbi3blBasi TAXMKaPAMIO, MOXET cnocobeTeoBath yBenunyeruio [ 8 BT/IX.

CHWXEHWE KNCNOPOL-TPAHCMOPTHOM GYHKLMN KPOBM MOXET SBNISIETCA LONONHUTENbHBIM HaKTOPOM ULLEMUM MUOKapaa
Y nauveHToB € TAXENON NeBoxenyno4koBoit XCH MOXET 6biTb HapyLleHa PYHKLMS NMOYEK.

CHuxeHvie CK® 1 npoTenHypuvs MoryT HabnioaaTbes npu ammnonaose, 6onesnn AHpepcoHa-dabpu

1 MUTOXOHZPUANbHbIX 6ONE3HSX

OunarHoctuka XCH Ha paHHeit ctagmn. MoHuTopuHr Tskect XCH 1 oTBeTa Ha Tepanuio npu deHokonmax FTKMIM
(Hanpumep, kKapananbHOM aMUIona03e)

[oBbILLEH:

— y naupeHToB ¢ FKMTI, ocobeHHO Npu NporpeccuMpoBaHnmi cumntTomos KM,

— npw padsutim UM 2 vnm 1 Tuna,

— npu HekoTopbIX heHokonusx FKMI (Hanpumep, kapamansHOM amunonaose)

Mpu nono3penun Ha AL-amnnonaos cepaua

Mpy nofo3peHnn Ha aMnnonao3 cepaua
MeyeHouHbIe TECTbI MOTYT BbITb U3MEHEHHBIMM MPU MUTOXOHAPUANbHLIX 60Nne3HsX, 6one3Hn JaHoHa
KpeaTtuHdocdokmHasa nnas3mbl BO3pacTaeT npu 6051e3Hn [JaHoHa U MUTOXOHAPUAbHBIX 60N1E3HSIX, AECMUHONATHSX

Y MyX4uH ¢ 60ne3Hbio AHaepcoHa-dabpu Hu3kas (<10% OT HOpPManbHOrO YPOBHS) MW HeoNpeaensiemas akTMBHOCTb
o-ranaktosungassl A.

Y XeHLWWH ¢ 6one3Hbio AHgepcoHa-Pabpy ypoBeHb pepMeHTa B naasme 1 eiikoumuTax 4acTo B npefenax Hopmbl,
NO3TOMY MPU KNNHUYECKOM NOA03peHnn TpebyeTcs reHeTn4eckoe TeCTUpoBaHme

MoeT GbITb NMOBbILLEHA NMPU HEKOTOPbIX MUTOXOHAPUABHBIX H0NE3HSX

JlonmxHa 6bITb ONpeaeneHa B MOMEHT NOCTaHOBKM AyarHo3a 1 MOHUTOPUPOBaTLCS kaxable 6 mec. y nauneHTos ¢ FKMIT,
NnoJTy4aloLLIMX aMMoAaPOH**

YBENMYEH Y HEKOTOPBIX NALMEHTOB NMPY MUTOXOHAPUANbHbIX 60ne3Hsax

Cokpawenus: BT/TK — BbIXOQHOW TpakT neBoro xenynouyka, I — rpagueHt pasnenns, TKMM — runeptpoduyeckas kapavomuonatvs, UM — mnHdapkT mmnokapaa,
CK® — ckopocTb knyboukosoi ¢unstpauum, XCH — xpoHundyeckas cepaeyHast HepoctatouHocTs, BNP — mosroBoii Hatpuitypetudeckuii nentug, NT-proBNP —
N-KOHLEBOI NPOMO3roBOI HATPUINYPETUYECKMIA NENTUA,.

Tabnuua 6/A3

KnuHuyeckue 0co6€HHOCTU U MHCTPYMEHTalbHbIe HAX0AKU, NO3BONFIOLIUE
npeanonoxuTb guario3 ¢enokonum NKKMIM (apantmuposaHo n3 [203])

®deHokonus MeToab!
KnuHnyeckas

cnMnTomMaTuka

BonesHb [JaHoH

AKI
9xoKI
MPT

Apyrve

PRKAG2-cuHapom KnnHnyeckas

cMMnTOMaTUKa
9K

AxoKI
MPT

Opyrve

Haxopgkum

Kak npaBuno B 4eTckoM Bo3pacTe, KpaliHe pefko — No3aHee Havano.

CkeneTtHasi MMONaTws, HapyLLEHWS 3pEHUS, yMCTBEHHAS OTCTaNOCTb. Y XEHLLUWH NPy NO3AHEN
MaHudecTaumm, MoxXeT BbiTb N30IMPOBAHHAsA kapananbHas popma

MoxeT 6bITb NPeaBO36YKAEHNE Xenyno4KoB

MaccvisHas koHueHTpuyeckas MK

Yawe koHueHTpuyeckas MK, ¢ pacnpoctpaHéHHbIM MHI nperMyLLeCTBEHHO B CPEAHVMX 1 anuKasibHbIX
otaenax JOK. XapaktepHo HapacTaHwve cteneru MHI oT 6a3anbHbix OTAENOB K anukanbHbIM, 6onee
BblpaXeHHOE BOB/EYeHNe Cy6aHA0KapavanbHbIX OTAEN0B

X-CBsi3aHHOE AOMVHAHTHOE HacefoBaHue.

[Insi NOCTaHOBKM AyarHo3a — MCCefoBaHNe KpeaTyHKMHA3bl, 61OMNCKS MbILLUL, FEHETUYECKOE TECTUPOBAHNE
(myTauws B rene LAMP2)

MpokcumManbHas MruonaTtvisi, Mmanrus, aNUnencus, paHHee passmtune Al

MpenBo36yxaeHne xenyno4ykoB, 6nokaasl HoXek nyyka ca.

PubpuAnaLmMs Npeacepanii, TpeneTaHne npeacepavin. BelpaxeHHas crHycosas Gpagvkapans,
aTPUOBEHTPUKYNSIPHAs B0Kada, cuHoaTpuanbHas 6raokasa

PasHas cTeneHb yBenmyeHrs TonwmHel Mokapaa JDK. Cuctonuyeckas n anactonuyeckas anchyHkums JHK
[TK 0T MUHUManbHOM acMMMeTpUyHoi 6e3 MHI B HavyanbHbIX CTaausx, A0 BbIPaXXeHHOM

¢ pacnpocTtpaHeHHbiM MHI B N03aHMX cTagmsx

AyTOCOMHO-A0MVHAHTHOE HacnefoBaHue.

Brisenenve mytaumii B reHe PRKAG2
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®deHokonua MeToap!

Atakcus Ppugpeiixa KnuHnueckas
cuMnToMaTuka

9Kl

AxoKI

MPT

Opyrve

BoneaHb AHepceHa- KnuHnyeckas

Pabpu cUMnTOMaTHKa

9KI

AxoKI

MPT

Apyrve

KapapanbHbii ammunonmos  Knuhuyeckas
cuMnToMaTmka

9Kl

OxoKIr

MPT

Apyrve

Haxogkum

MporpeccupyioLas atakcus, noTeps ry6okux pedaekcoB, MOTOpHas ¢nabocTb, AM3apTpusl, CaxapHblii
nnaber

CHWXeHvie aMnanTyabl uin nieepcust 3ybua T.

HapxenynoykoBbIe 1 XenynoukoBble aputmMmn

B nuHamuke: KOHUEHTpuYeckoe pemoaenuposanue JIK — koHueHTpuyeckas MK (pexe akcueHTpuyeckas
[TK) — aunataums JIK ¢ cuctonnyeckon Anc@yHKUMen.

"BnecTtswas” TekcTypa Mmokapaa

Ha paHHux cTagusx — KoHUeHTpuyeckoe pemogennposanve/IT1K. Ha no3gHux ctagmsx — 3amecTuUTeNbHbINA
$unbpo3

AyTOCOMHO-PELECCUBHBIA TUM HACNEL0BAHMS.

WccnepoBaHme CbIBOPOTO4HOMO YPOBHS anbda-Tokopepona.

MPT ronoBHoro mosra

MoAMCUCTEMHOE NOpaXeHWe: HeMponaTusl, UMEHEHNS KOXM (aHMOKepaToMbl), MPOTENHYPUS,
nporpeccypyioLLas XpoHM4eckas noyYeyHas HeloCTaTO4HOCTb. CeppLe — 601e3Hb MENKUX KOPOHAPHbIX
apTepui

MpwuaHaku MK, nameHeHrs penonspusaumnm, HapyLueHne NPoBOAMMOCTY. Mpenso36yXaeHNe Xenya04KoB.
MpencepaHbie v Xenyno4KoBbIe apUTMIN

KoHueHTpuyeckas unu acummeTpudHas MK, Hapylwenue penakcauumn JIK, HopmanbHas ©B JIK.

MoxeT 6bITb UCTOHYEHNE MUOKapAA 3aaHe-60k0BOM cTeHkM JIX B no3aHei ctaguun. Mmneptpodus npasoro
Xenynouka.

KaxyLieecs yBenmyeHne nnowaamn nanuaispHbiX MblLL, (OTHocuTenbHo nnowaay JIX). Aunataums
BOCXOZASLLEN a0pThl

CummeTpuyHas MK, ¢ Hanrymem MHI B 6a3anbHbix oTAENaX 3aaHe-60K0BO cTeHkm JIK

B VHTPamyoKapamnanbHbix 0TAenax. XapakTepHO CHUXKEHME BpeMeHun T1 Hke HopMbl npu T1 kapTrpoBaHum
MuoKapaa

X-CBA3aHHOE peLeCcCBHOE Hacnef0BaHME.

MccnenoBaHme akTMBHOCTY o.-ranakTo3unaassbl A.

Y ManbymkoB MaHndECTUPYET B AETCKOM BO3pACTe. Y XEHLLMH MOXET OblTb NO3LHEE HAYaAN0

XCH ¢ coxpanHoit ®B. HapyLeHus putma.

Mpu ATTR — nepudepnyeckas HelmponaTns, CUHAPOM 3ansaCTHOMO KaHana.

HacnepctBeHHas dopma TTP amunongroin KMI Bbi3BaHa MyTauyelt B reHe TPaHCTUPETUHA MOXET
nposiBuTLCS B Bodpacte 30-40 net [523]

B 3aB1CUMOCTU OT CTENEHW HAaKOMNEHUs ammunonaa — H13kuiA BonbTax QRS (aHOManbHble COOTHOLLIEHUS
BOJIbTaX/Macca), HapyLUeHUsi MPOBOAUMOCTM, HafKenyno4KOBbIE apUTMUU

KoHueHTpuyeckas [TDK, nhorga tonwmHa MXI > 3agHen ctenkm JIK.

[Luvnatauus npeacepanin. YTonweHve CTBOPOK knanaHoB. HeGonbLuoii rngponepukapa.

B HauanbHbIX CTaausx HopManbHas CoKPaTMMOCTb JTXK, He BbIpakeHHbIE HapyLLeHns HanonHeHus JIX.

B no3pHux cTapgusix — PECTPUKTUBHBIN TVM HanonHeHns JDK, CHUXeHUe CoKpaTUMOCTy.

CHWXeHVe cKopocTeit s’, €’ 1 a’ npu TkaHeBoi gonnneporpadum (sce <5 cm/c), CHUXeHVe rmobanbHoi
npononbHoN aedopmaumu JDK ¢ 0THOCUTENBHOM COXPaHHOCTBLIO Aedopmaummn BepxyLukm JIX (cumntom
"BULLHS B BepXyLUKe") N03BONSET 3anofo3putb ATTP-KMIT [308]

[TIK enyno4koB, MHorAa CTeHok npeacepanii. Cy6aHaokapanansHoe u TpaHeMypansHoe MHE

C OTHOCUTENbHOV HEBOBNIEYEHHOCTbIO BEPXYLLKM JDK. YBENNYEHEe BHEKNETOYHOrO 06bema >27-28%,
noBblLLEHME BpeMeH T1 Bbille HOpMbI Npy T1 kapTUpoBaHUKM Mr1okapaa

Mpw AL-amunonpose — nccnenoBaHne MOHOKIIOHabHbBIX 6ENKOB K U A B KDOBY U MOYE.

Mpn ATTR — cumnHTUrpadums kocrteii ¢ GuchocdorHatamu.

Buoncus Mruokapaa nnv abAoMUHaNbLHOro Xupa.

YBenunyexne ypoBHs TponoHmHa 1 NT-proBNP

CokpawieHus: Al — aptepuanbHas runepteHaus, K — runeptpodus nesoro xenyaouka, KMMN — kapavomuonatus, JIK — nesblil xenyaouek, MXI — mexckeny-
foukoBasi neperopogka, MPT — mMarHuMTHO-pe3oHaHcHas Tomorpadus, MHI — no3aHee HakonneHWe ragonnHUA-CoaepXalLlero KOHTPACTHOrO BeLecTsa, TTP — TpaHc-
TpeunHoBsbIi, PB — dpakums BeiGpoca, XCH — xpoHuyeckas cepaeyHas HepocTtatouHocTb, IKI — anekTpokapanorpadus, IxoKI — axokapamnorpadus, ATTR — TpaHc-
TUPENHOBLI amunonos, NT-proBNP — N-KOHLEeBO NPOMO3roBoit HaTpUitypeTuieckunii nenTua,
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[unarHocTuka y poACTBEHHUKOB NpobaHaa, Hocutenei mytauuii reHotun(+)/peHorun(-)
B AorunepTpoduyeckoit ctagum (anantupoBaHo u3 [524])

DTHONATOreHe3

Ta6nuua 7/A3

MeTo/bl AMATHOCTHKH,/HAXOIKH

T'eHeTHUYeCKMil aHAIU3

OxoKI'/MPT:

anomannu MK ¥ manvuIsipHBIX MBI,
KPUIMTHI MUOKapAa

OxoKT:

4 CKOpOCTHEIE TIOKA3aTeN MpY TKAHEBOI
norrieporpabun

J nedopmarms muoxapna JIK

Wzmenenust Ha DK

MPT: moryt 6bITh 30HbI [THT

Cokpatuenus: KMLL — kapayommouut, JDK — nesbiit xenynodek, MK — mutpanbHblil knana, MPT — MarHUTHO-pe3oHaHcHast Tomorpadusi, MHI — noaaHee HakonneHne
rafoNVHUR-CoaepPXalLero KOHTPACTHOro BelecTsa, KM — anekTpokapamorpadms, IxoKIm — axokapamorpadus.
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Ta6nuua 8/A3

AnekTpokapauorpadpuyeckue aHomanuu, NO3BONAIOLLME NPEANONIOXUTL KOHKPETHbIW AUarHo3
deHokonum FKMI unu mopdonoruyeckuii Bapuant FKMI (no Rapezzi C, et al., 2013 [206])

OcobeHHOCTH

KopoTkuih PR-uHTepBan/paHHee
BO30YyX/aeHne

ATPUOBEHTPUKYNISIpHas 6nokaaa

BoipaxerHas 1K (niaekc Cokonosa >50)

Huskuii BonbTax QRS (Man HopmasnbHbIA
BOJIbTaX, HECMOTPS HA YBENNYEHUE TONLLMHBI
cTerku JTX)

BekTop QRS ot -90° go -150°

TUraHTcKkuii HeratvBHbli 3ybeL, T (>10 Mm)

Matonornyeckuii 3ybew, Q (>40 mc v/vnn
>25% rny6uHbl R-BONHbI U/Un rybuHa
>3 MM x0Tl Obl B BYX OTBEEHUSX, KPOME
aVR)

Csopyaras anesaums cermeHrta ST

B NaTepasibHbIX rPYAHbIX OTBEAEHUSX

KommeHTapuin

PaHHee B036yx/eHu1e Xeny04KoB — YacThlii peHomeH BonesHein HakonneHus (6onesHu Momne, PRKAG2 n JaHoHa)
1N MUTOXOHIpPUanbHbIX 60ne3Heit (MELAS, MERFF).

Kopotkuit PR-vHTepBan 63 paHHero Bo3byxaeHs xenyno4koB BCTpeyaeTcs npu 6onesun Angepcora-dadpu
lMporpeccupyioLlee 3ameaneHne aTpUOBEHTPUKYIIPHOrO NPOBEAEHNS YaCTO BCTPEYAETCS NMPU MUTOXOHAPUANbHbBIX
3a60/1eBaHNSX, HEKOTOPbIX 6ONE3HSX HAKoNIeHUs (BKioyas 6oneaHb AHaepcoHa-dabpu), amunonaose,
[IECMVHOMATUSIX, @ TAkXe Y MaLMeHTOB C MyTauusmm B reHe PRKAG2

YpesBblyaiiHo 60bLLoii BonbTax QRS TunuyeH ons 6oneaHei Momne v JaHoHa, HO MOXET ObITb PE3YNETAaTOM TONLKO
paHHero Bo3ByxaeHws Xenyn04koB

Hun3kwii BonbTax QRS B 0TCYTCTBME NEpUKAPAMANbHOrO BbINOTA, OXMPEHUS 1 HONE3HM NETKUX PeaKo HabnonaeTcs
npu FKMIT (3a ncknioyeHnem ciyyaeB CTaammn AeKOMMEHcaLmn), Ho XxapakTepeH Ans nauveHToB ¢ AL-amunongo3om
1 pexe — Npu TPAHCTUPETVHOBOM amuIona03e.

[nddepeHumansHbiii anarios mexay NKMI 1 kapamansHon GopmMoi aMnnonao3sa: aHomabHoe COOTHOLLEHNE
(HW3KWMIA BONIbTaX NPU TONLWMHE CTEHKM JIK >12 MM) xapakTepHO Ans KapauanbHOro ammnionao3aa (4yBCTBUTENbHOCTb
75%, cneunduyHocTb 67%)

Habnionaercs y naumeHToB ¢ CMHAPOMOM HyHaH, MMEIOLLX BbIpaXeHHYo 6asanbHyto runeptpoduio,
pPacnpoCTPaHSIOLLYIOCS Ha BbIXOAHOMW TPaKT NPaBOro XeyAouka

IMraHTckuin HeraTuBHbIN 3ybew, T B NpekopananbHbIX U/Unu nepeHenatepanbHbIX OTBELEHUSX CBUAETENLCTBYET

0 BOBNeYeHnn BepxyLukm JDK

AHomanbHo rnybokwii 3ybel, Q B nepeaHenatepasbHbiX 0TBeAEHUSIX, 0ObIMHO C MONOXMTENbHO T-BOMHOM,
accoUMMpoBaH C aCMMMETPUYHON runeptpodueit JIK.

AHoMasbHas NPoAoMXMTENLHOCTB 3youa Q (>40 mc) accoummpoBaHa ¢ o6nacTsaMi GMBPO3HOro 3ameLLeHms

Y HeKOTOPbIX NALUMEHTOB C anuKaabHO UK AUCTaNbHOV rMNepTpoduen passrBaloTCs anvkanbHble aHEBPY3MbI,
MHOTAA accoLumpoBaHHble ¢ Grubpo3om Muokapaa. Manbix pa3mMepoB aHEBPU3MbI BbISIBISIOTCS TObKO npy MPT
cepaua, OxoKT ¢ KOHTPACTUPOBAHMEM MW BEHTPUKYIOrpaduin, 4acTo acCoLMMPOBaHbI C aneBauvein cermeHTa ST
B laTepasibHbIX FPYAHbIX OTBEAEHUSAX

Cokpauwenus: TKMIM — runeptpoduyeckas kapavomuonatus, ITHK — runeptpodus nesoro xenynouka, JOK — nesblii xenynoyek, MPT — MarHUTHO-pe3oHaHCHas

Tomorpacdus, IxoKIm — axokapavorpadpus.

Ta6nuua 9/A3

MapameTpbl npoTtokona TT-AxoKr-uccnepoesanus y naunenta ¢ FIKMIN

MapameTpsbl

TonwmHa mnokapaa JIXK (B 16 cermeHTtax JIXK)
KonnyecTtBo rnepTpodupoBaHHbIX
cermeHToB JIK

Tun runeptpodum JIX MatrepH mopdonorum
MX

TonwmHa mmokapgaa MX

TekcTypa muokapaa JDK

I3mMepeHue pa3mepoB v onpeaeneHve
06bemoB JTK

MN3mepeHne paamepos MK
/i3mepeHune pasmepoB 1 onpeneneHne
o6bemos J1M v MN

OueHKa TONLLMHBI MEeXMPEACEePLHON
neperopoaku

(amanTpoBaHo 13 [180, 275])

KommenTapuu

— W3mepeHue TonwwmHbl cTeHok JDK cneayet npoBoauTb B KOHEYHO- ANACTONNYECKYIO dasy, MPeanoYTUTENbHO —
B NapacTepHasbHOV NO3MLMK MO KOPOTKOM ocv JIK (>kenaTenbHO TONLMHY MUOKapAa B rMnepTpodUpOBaHHbIX
CerMeHTax OLEeHMBaTb B HECKOJbKVIX MPOEKLMSX, HO M3MEPEHNS B annKasbHbIX CKaHax NepeoLeHNBaI0T TONLLUMHY
MuroKapa 13-3a orpaHuyeHunii 60K0BOro paspeLLeHus).

— W36eratb BKIIOYEHUS B TONLLMHY MUOKapaa MXK-tpabekyn.

— KpuTunyHble nokasarenu: MakcumarbHas TonlmHa cteHkn JIXK (ctpatndukaumus pucka BCC) 1 TonwwmHa CTeHKN
B MECTE MUTPasIbHO-CENTaNbHOro KoHTakTa (Beioop CM3-3CA)

ACMMMETPUYHASA, CUMMETPUYHAS, anuKanbHas, CPeAHe-Xenyno4Kosas, apyrue otaens JIK.

Mopdonorus MXTI: gBosikoBbINyKnas, curMoBuaHas (S-obpasHas), runeptpodus sceid MXI

OueHuBatoT B 6a3asbHbIX, CPEAVHHbIX 1 anuKasbHbIX CEerMeHTax (HopmasbHble pa3mepbl <5 MM B 13006paxeHnun
napacTepHanbHOM MO AJIMHHO OCK Ha YPOBHE XOPZ, TPMKYCMIMAANBHOrO KnanaHa). Vi3beratb BKOUeH s
3Mn1KapAvanbHoOro Xupa B uamepeHmne mvuokapaa M

"BrnecTawmii”, rpaHynspHoOCTb (Ans nckaoyeHns deHokonuii TKMIT). Hannume kpunt muokapaa (npu MPT 6onee
TOYHAsA MarHocTnKa)
KAP*, KCP, KAO n KCO

B napactepHanbHOM 1 anukanbHOV No3unummn
Yeenuyerwe JIM oTHOCKUTCS K LONONHUTENBHBIM hakTopam pucka BCC

Ins nckmoyeHns derokonuii TKMI (ammnongos)
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MapameTpsbl

BuayasibHas oLeHKa KMHeTUKM Mrokapaa
JDK m X

BusyanbHas oueHka knanaHoB

(MK, AK, TK, JIK)

MN3mepeHne anvHbl nepesHen cteopkm MK
OueHka SAM-cuHppoma

naI'IVIJ'IJ'IFIprIe MbILLLbI

Hanuune n cteneHb o6¢cTpykumm BTIDK nnm
CPEeAVHHO-XeNyA04KOBOI 06CTPYKLMM

EcTb v 06CTPYKUMS BbIXOAHOTO TpakTa MK

OueHKa KanaHHow peryprutaumm,
ocobeHHo MP

MccnenosaHne CMCTONNYECKON BYHKLMM
JDK m MK

MccnepoBaHve anactonnyeckomn GyHKUmMm
JIOK

OueHka npofonbHoON aedopmaummn JHK
(2D-strain)

OueHKa HanmMymst XUAKOCTU B NMONOCTH
nepvikapza

OueHka aviameTpa 1 cTeneHn
KONNABbUPOBAHWS HUXXHEV NONOK BEHbI

Mpumeuanue: * — npu S-o6pasHoit MXI KAP cnenyeT uamepsite B 2 BapuaHTax — Ha ypoBHe 6a3anbHbix cermeHToB JDK 1 6nmxe K CPeAnHHBIM CerMeHTam, rae OH
MakcumManeH (cM. pekomenpaumn ASE 2019).

Cokpawenus: ALl — aptepvansHoe paenenune, AK — aopTtanbHblii knanaH, BCC — BHe3anHas cepaedHas cmepTb, BTJIDK — BbIXOZHOW TpakT NEBOro Xenypoyka,
BTIMX — BbIxOAHOW TpakT npasoro xenynoyka, [ — rpaguent pasnennsa, FTKMIM — runeptpoduyeckas kapavomuonatus, MK — runeptpodus nesoro xenynouka,
MM — nHdapkT muokapaa, KOO — koHeyHo-anactonuyeckoe aasnenme, KOO — KoHeYHo-amacTonmyecknin o6bem, KIAP — koHeyHo-auacTonnyeckuin paamep, KCP —
KOHEYHO-cucTonnyeckuin paamep, KCO — KoHeYHo-cucTonunyeckuin o6bem, JK — nesbiit xenypouek, JIK — neroyHbiii knanax, JIN — nesoe npeacepave, MXM — mex-
Xenynodkosas neperopogka, MK — mutpanbHeiii knanas, MP — mutpansHas peryprutaums, MPT — marHutHo-pe3oHaHcHas Tomorpadus, MK — npasbiii xenynoyex,
MM — npasoe npeacepave, MNCL — nepegHee cuctonmyeckoe asuxeHue, CAJIA — cucTonnyeckoe aaeneHune B neroyHoin aptepum, CM3 — centanbHas MUOIKTOMMS,
TK — TpukycnmaanbHbiii knanaH, @B — dpakums Bbiopoca, XCH — xpoHuyeckas cepaeyHas HegoctatodHocTb, ICA — aTaHonosas centanbHas adnauus, ASE/EACVI —

KommenTapuu
BrisiBneHne 30H uwemun/nepeHecerHoro MM

Oco6oe BHUMaHe — MK:

— Haanyme nepenHe-CrUCTONMYECKOro ABUXeHNs CTBOPOK MK, Hanvn4ime MuTpanbHO-CenTanbHOro KOHTakTa (BaxHas
xapaktepucTtuka F’KMM, Ho Takke MoxeT HabmopaTbes He npy FKMIM y naumeHToB ¢ ManeHbkvm JTXK He3aBmncumo
ot Hanmums ITDK, npu runosonemmn, nocne kapavoTopakaibHbIX XMPYPrMYeCKUX BMELLATENbCTB);

— €CTb /N yANUHEHe (M36bITO4HOCTL) CTBOPOK MK, Hanuuve 1 cTeneHb nponabuposanus cTBopok MK.

Mo cTeneHu BbipaxeHHOCT SAM-CUHAPOMA BbIAENAIOT:

— Hebonbwoe NMCA MK — HeT cenTanbHO-MUTPaNbHOTO KOHTaKTa;

— yMepeHHOe — MUTPaJIbHO-CENTabHbIA KOHTAKT <30% AAMTENbHOCTY CUCTObI;

— BbIP@XEHHbI SAM-CUHAPOM — MUTPaNbHO-CenTaNbHbIA KOHTAKT >30% ANUTENbHOCTU CUCTONbI

Konunyectso, eCcTb v AUCIOKALMS

— Peructpauus kposoToka yepe3 AK/BTJIK — natTepH AonnnepoBckoro cnektpa u sennyuna 4, s BTIIDK.

— Cnepyet ncnonb3osathb cneayowme popmynel ans pacyerta [ 8 BT/TXK: ypaBrenne bepHynn Ap=4xVmax,

€CM MOXHO TOYHO U3MEPUTbL CKOPOCTb KPOBOTOKA B NyTW 0TTOKA JIX; dpopmyna knmHmkm Meiio

"Ap=((4xVmax MP)+pJiM)-cucremHoe cuctonmyeckoe A", eCnv HaNM4Me BbIPAXEHHOM MUTPaJIbHON peryprutaummn
He NO3BONSIET TOYHO M3MEPUTL CKOPOCTb KPOBOTOKA B MyTW oTToka JUK (pJIM — AaBneHue B neBOoM npeacepanm,
MCMoNb3yeTcs KOHCTaHTa — 20 MM PT.CT.).

— Heobxoaumo ybeamTbes, YTO PErMCTPUPYETCs ToNbKO KpoBOTOK B BTJIK 11 He "3axBaTbiBaeTca” TOK MUTPAbHOM
peryprutaumm.

— Ecnu B nokoe ], 8 BT/IXX <30 MM pT.CT., cneayeTt NpoBeCTV NMPOBOKALMOHHYIO Npoby Banbcanbabl.

— Y HEKOTOpbIX NaLmeHToB BennymHa [, B BT/IK 6onblue B NONOXEHUM CUaS U CTOS, YEM Niexa, N03TOMY
Heobxoanmo namepenue I v B NonoXeHUM naumeHTa cTos.

Ecnu B nonoxeHuun nexa y naupeHta npoda Banbcanbsbl 0TpuLaTenbHa, To He06X0AMMO NPOBECTY NPOBY Takxe

B NMOJIOXEHUMN NaLMEHTa CTOS

Pervictpaums ckopoctu kposoToka B BT 1 Ha ypoBHe cpeaHnx cermeHTos MX

Mpu MP, 06ycnosnenHoi MNCA MK, Tok, kak npaBuio, HanpaBneH natepanbHo 1 k3aau, a cteneHs MP
NpOnopLyoHanbHa BipaxeHHOCTU MCH 1 MUTPanbHO-CENTanbHOMY KOHTaKTY.

Ecnu HanpasneHue Toka MP atunuyHo unu He nponopuuoHansHa MNCJ, Bo3MoxHa camocTosiTensHas natonorus MK;
3TO KPUTUYHO AN151 BbIGOPA XMPYPrMyeckoro Uiam SHA0BACKYNSPHOro METOAA NIeYEeHNst

®B J1X yacTo cBepxHopMasibHa, 0COGEHHO NPY ManieHbkoM JIK, 4TO MOXET He KOPPEKTHO 0TpaxaTb COKPATUMOCTb
KapanomuoumToB. Bonee TouHbI NPOAOALHbIN 2D-strain 1 TkaHeBas gonnneporpadus (s’ <4 cm/c — npeankTop
pa3sutna XCH v nnoxoro nporHosa).

Lnsa MX: TAPSE, 2D-strain cTeHkm MK

CornacHo pekomeHgaumsm ASE n EACVI (2016) npu TKMI cneayeT oueHMBaTh CTeNeHb AYacToNNYeCcKoin
nncdyHkumn. KnioyeBoi napameTp gvactonuyeckon aucdyHkumm JK — pasnenve Hanonnenus JOK (KAA JIX). Ero
HevHBa3VBHas oLeHka MHorodpakTopHa. Mo pekomerpauysam ASE 1 EACVI (2016) npu FTKMI BbIBOA, O NOBbILLEHUM
KAOA JK cnepyer, ecnu:

1.cp. E/e’ >14 cv/c,

2. pasHuLia ANUTENbHOCTU PEBEPCUBHOI BOSHBI A B IEFOYHBIX BEHAX V1 BOSIHBI A TDAHCMUTPaNbLHOTO KPOBOTOKA (Ar-A)
>30 mc,

3. uHaexc o6bema JIM >34 mn Ma/m?,

4. nukoBasi CKOPOCTb TPUKYCNAANLHOM peryprutaumm >2,8 m/c (COJ1A >35-40 mm pT.CT.).

Bonee nogpobHo 06 anropvTMax OLEeHKM AMACTONMYECKOV ANCHYHKLMM B PA3HbIX KITMHUYECKMX CUTYaLMSIX —

cM. pekomeHgauun ASE/EACVI (2016) no nccnenosaHuio anactonmyeckomn yHkumm JHK

C nocTpoeHviem cermeHTapHoi cxembl-muiwenn JIX (bull’s eye). MatrepHel 2D-strain pasnuyHel npy TKMI

1 oeHokonusax FKMI

Mcknioyvenne dpeHokonuin TKMI (xapakTepHO Ans kapavansHoro aMmmnonaosa)

Heobxoauma onst pacueta CAJIA

AmepukaHckoe axokapauorpaduryeckoe 06LLecTBO/EBponeiickas accoumaums no cepaeiHo-CoCyANCTON BU3yanu3aLmum.
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Ta6nuua 10/A3

3a6oneeanus (kpome OFKMIM), npu KOTOPbIX MOXET PEerucTPMpoBaTbCs 00CTPYKLUUS
BTJIXXK u SAM-cungpom (MCA MK) (agantuposaHo 13 [203])

Moxunble nauyeHTsbl ¢ codeTaHnem Al curmoBuaHov MXXI n runepavHaMmnyHbiv JIK

KomneHcaTopHas rmnepcokpaTMmMocTb 6asanbHbix cerMeHToB JDK mpy 0CTPOM BEPXYLLIEYHOM MHbAPKTe MrMokapaa

KM TakoLy60 ¢ runepcokpaTMocTbio 6a3anbHbix cerMeHToB JIK
MaccvBHas kanbLydrkaLums 3agHNX CErMEHTOB MUTPaIbHOrO KOsbLA

Mocne x1pypruyecknx 1 aHLOBACKYASPHbIX BMeLlaTenscTeax Ha MK

Mocne npotesuposanus AK 'y naumenTos ¢ [T1K 1 runepavHammyHbiv JXK
Moxwnble NauneHTbl C aHEMUEN, TMMOBONEMUEN, TaXMaPUTMUSMI, CENCUCOM

Mcnonb3oBaHue npenapartoB: NHOTPOMbI, Ba30AM1AaTaTOPbl, CAMIATOMUMETUKN

Meperpy3ka aaenexviem MX (o6octperne XOBS u/unm OPLC)
@exokonun FTKMM (kapananbHblii amunonnos, 6onesH Pabpu)

CokpawieHus: Al — apTepuanbHas runeptonnst, AK — aoptanbHblid knanaH, FTKMIM — runeptpoduyeckas kapanomuonatus, ITHK — runeptpodus neBoro xenygoyka,
KM — kapavomuonatus, JDK — nesbiid xenyaouek, MXI — mexokenynodkosas neperoponka, MK — mutpanbHblii knanaH, OPAC — oCTpblil pecnmpaTopHbiii AUCTPecc-
cuHapoM, MK — npasbiii xenynoyek, XOBJT — xpoHuyeckas 06CTPyKTMBHAS 60Ne3Hb NErkux.

Ta6bnuua 11/A3

DononHuTtenbHble onuun npu AxoKr

Onumsa
OueHka npofionbHon fedopmaumm JIX (2D-strain)

3D peKkoHCTPYKLWS

Llenb ncnonb3oBaHus

C nocTpoeHneM cermeHTapHoi cxembl-muienn JIX (bull’s eye). MatTepHbl
2D-strain paanuynbl npu FTKMIM n deHokonuax FKMI

OueHka mopdonorum MK ans Bbi6opa XMpypruyeckoi TakTuku

Cokpauwenus: KM — runeptpoduyeckasn kapamommuonatus, JIK — nesbiii xenynoyek, MK — MutpanbHbIii knanaH.

Ta6nuua 12/A3

AxoKI oco6eHHOCTH, NO3BONSAIOLME NPEANOoNOXUTb AuarHo3 ¢eHokonuu FKMIM
(apanTuposaHo n3 [3])

OcobeHHocTH

YTonweHne MexnpeacepaHon neperopoakm
Yronuwenne cteopok MK

TmnepTpodus cBo6oaHON cTeHkmn MK
MepvikapayanbHbIi BLINOT

YBenuyeHne axoreHHoCcTn Muokapaa JHK

KoHueHTpuyeckasn MK

SkcTpemanbHas KoHueHTpuyeckas [TK (TonwwmHa cteHok >30 Mm)
Mo6anbHas runoknHesus JIXK (¢ Hanvumem nnm oTcyTcTBUEM Annataumumn JIXK)

06CTpyKUMS BbixogHOro TpakTa MK

KommenTapuii

Amunoungos

Amunounzo3s, 6onesHb AvgepcoHa-Pabpu

AmMunonaos, MmokapauT, 6onesHb AnaepcoHa-dabpu, cuHapom HyHaH
AMUIONI03, MUOKapANT

Amunnounzos

MwuToxoHapuanbHble 6051e3HM, ammnonaos, 6one3Hb AgepcoHa-dabpu,
MyTauuu B ree PRKAG2

BonesHb JaHoHa, 60ne3Hb Momne

MwuToxoHapuanbHble 601e3HM, amnnonao3s, MyTaumm B reHe PRKAG2, BoneaHb
[aHoHa, MruokapamT, no3nHss ctagms FKMI, 6onesHb AHaepcoHa-dabpu

CuHAPOM HyHaH 1 acCoUMMPOBaHHbLIE CUHAPOMBI

Cokpauwenus: NKMIM — runeptpoduyeckas kapamomuonatus, XK — runeptpodusa nesoro xenynouka, MK — mutpanbHbii knanaH, JK — nesblii xenygoyek, MK —

npaBbIii XeNymoyeK.
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Ta6nuua 13/A3

MapameTpbl, KOTOpble Heo6xoauMo oueHuTb Npu MPT cepaua y nauuenTa ¢ TKMIM

CTpyKTYpbI
XK

BTJIX

X
Mwokapg, JIK

MHC
MPu TP

Annapat MK (CTBOPKU, XOpAbIl, NanuNspHble
MblLLULLbI)

nnwnn
[HononHutesbHble aHomanun

MapameTpsbl

KOO, KCO, KOP, ®B, macca munokapaa

Ha4Me HapyLLEHWIA CErMEHTaPHOr0 CoKpaLLeHus Muokapaa JK

aHaTomuyeckue ocobenHocTv BTJTX, Tvna n mecta 06¢Tpykumm B JDK

BenM4MHa nukoBoi ckopocti/I B BT/IX (dpa3oBo-koHTpacTHas MPT ¢ koaupoBaHMeM CKOPOCTH)
KOO, KCO, ®B, pa3mepsl, Hanunuve 06¢cTpykumm B BTIX

— TonwwHa Muokapaa JIK B apactony no kopoTtkoii ocu JIK cornacHo 17-Tu cermeHTapHoi Moaenm
NIOKaNM3aLms/pacnpoCcTpaHeHHOCTb/KOMMYECTBO rMNePTPOPUPOBaHHbIX cerMeHToB JIK

— mopdonornyeckuin Tun FKMI (acummeTpryHas, CUMMETPUYHAs, anvkanbHas, CpeaHexenyao4KoBas)
— natTepH mopdonorun MXXI (aBosikoBbINykias, curmosuaHas, Bes MXXIT)

Hanumuue, naTTepH, pacnpoctpaHeHHocTb MHI B % oT 06uieit macchl Muokapaa JIK
Hanuune MUTPaNLHOM 1 TPUKYCNMAANBHOW Peryprutaumm, cteneHb, Gpakumus peryprutaumm

CTPOEHUE, ONMcaHne aHoManuii (CMeLLeHre/"pacLuenieHmne” rofoBokK v rmnepMoBuIbLHOCTb NANUANSPHBIX
MbILLLL), CBSI3b ¢ 06CTpyKUmen BTIX n muTpansHoi peryprutaumnein

pasmepsi

npu nnaHmposaHnm CM3 — naeHTuduumposaHme "kpunt" y naunentos ¢ N'KMIT ¢ ykaszaHuem konmnyecTsa
1 rybuHbl fedekToB

Cokpawenus: BTJDK — BbixoAHO TpakT neBoro xenynoyka, BTMXX — BbIxoAHOI TpakT npaBoro xenyaoyka, I — rpagveHt pnaenenus, FTKMIM — runeptpoduyeckas
kapamomuonatust, KO — KoHeYHO-anacTonmyeckmii 0o6bem, KOP — koHeuHo-amacTonunydeckuin paamep, KCO — KoHEYHO-cucTonnyeckuin o6bem, JK — neBbiii xenyno-
uek, JIN — nesoe npeacepane, MXIN — mexokenynoukosas neperopopka, MK — mutpaneHbii knanan, MP — mutpansHas peryprutaumns, MPT — MarHUTHO-pe3oHaHCHas
Tomorpadus, MK — npasbiii xenyaoyek, MHI — no3aHee HakonneHWe ragonMHNIA-coaepaLlero KOHTpacTHoro BellecTsa, MM — npasoe npeacepave, CM3 — centanb-
Hasi MMoakToMusi, TK — TpukycnuaanbHbiii knanaH, TP — TpukycnupansHas peryprutauus, B — dpakums Boibpoca.

Harpy304Hbiii Tect
HarpysouHblin TecT ¢ pernctpaumein OKI n AL,

Ctpecc-9xoKr

SprocnupomeTpust

Ta6nuua 14/A3
BapuaHTbl Harpy304HbIX TECTOB

Annapatypa ons Harpysku MokazaHus/uenb

Tpeamun Crpatudwkaumsa pucka BCC

Benoaprometp (pexe)

Tpeamun — [lnarHocTnka naTeHTHOM 06CTPYKLMM
"Jlexaunin” BenoapromeTp — Crpatudukaums pucka BCC (amHamuka AL v [1)

— WHpyumpyeTcs nn nilemus Muokapaa

— OueHka addEeKTMBHOCTM NPOBOAMMON Tepanum
— [naHnpoBaHWe AnarHoCTUYECKNX MEPOMPUATIIA
y nauneHToB ¢ 6onsiMmn B 06nactv cepaua
(HeoB6Xx0aAMMOCTb KOpOHapoaHruorpabum)

Tpeomun Mpy NnaHMpoBaHNM TpaHCMaHTaLMK cepaua

Cokpawenus: ALl — apTepuansHoe fasnenve, BCC — BHe3anHas cepaeyHas cMepTb, [, — rpaaveHT naBnenus, KM — anektpokapanorpadus, IxoKl — axokapamo-

rpadus.
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Ta6nuua 15/A3

Cxema puddepeHumanbHoro guarHosa FKMIM v 6a3anbHoi cenTanbHO runeptTpobumn
(apanTpoBaHo 13 [515])

S-o6pazHas MKIIT
TonmumHa nepeaHe-6azanbHoro cermeHta M2KIT >12 mm
OrtHoweHue TMZKIT (6a3anbHbiit cermeHT)/TMKII (cpeaHuii cermeHT) >1,5

Her Cewmeiinbrit anamue3 [KMIT/BCC Ha
Her KinrHnyeckast cuMntoMaTika Ha
Her Oo6ctpykums BTJIK, TICI MK Ha
Her TM2KII >1,5; T3CJIXK >1,1 Ha
Y Y
Y
"BoImykiiocts"
6asanbroi MIKIT HeornpeneneHHo KMII
A N
Y
Hert TTHT npu MPT Ha
Her TpuynHHAas MyTalust TIPU FeHETUYECKOM TeCTUPOBAHUI Ha
Her "disarray" KapIMOMHOIIMTOB TP OUOTICUM MUOKap/Ia Ha

Cokpauenus: BTJIK — BbIxogHo TpakT nesoro xenyaoyka, BCC — BHe3anHas cepaeyHas cmeptb, FTKMIM — runeptpoduyeckas kapanomuonatms, MXI — mexckeny-
no4koBast neperopoaka, MK — mutpanbHbiii knanad, MPT — MarHuTHO-pe3oHaHcHas Tomorpacdwus, NMHI — nosgHee Hakonnesue rafonnHnii-CoaepXaLLero KOHTPaCcTHOro
BelecTsa, NCL, — nepeaHee cuctonnyeckoe aAsmxeHne, T8CIIK — TonwmHa 3aHelt CTeHKU neBoro xenyaoyka, TMXI — TonwwmHa Mexokenya04KkoBOoii Neperopoakm.

Tabnuua 16/A3

OnddepeHumnanbHag auarHoctuka FKMI un cnoptueHoi MK

Crnoprcmen, 'K, Tommmaa crenku JI2K >13 mm

I'KMII

CnoptusHas I'JIZK

CewmeitHblit anamHe3 TKMIT
KeHckuit o
OKIT: marrepasl TKMIT

DxoKI', MPT: KIIP JIK <45 mm;
acummerpuaHas [JI2K; OTC >0,5;

Kak MpaBujio y crioprecMeHoB HeT [1C MK
nuacronnieckas JD;

ectb 30HBI [THT (He B HaYalbHBIX (ha3ax);

Crpecc-tectsl: VO, Makc. <50 MJ1/Kr/MUH

i <120% oxwunaemoit; M.6. JKHP; m.6. AL

WJIY HEIOCT. PUPOCT Ha MUKE HArpy3Ku

Het ymenbiieHus TonmuHbl cteHoK JIZK uepes
HECKOJIBKO MECSIIEB TIOCIe TIPEKPAIEHUST HATPY3KU

Her cemeiinoro anamuesa 'KMIT
OKIT: BoabraxkHbie mpusHaku [JI2K

OxoKTI u MPT: KIP JIXK >45 (55) mm;
acumMmerpuuHas [JI2K; OTC <0,5; ner I[1CJI MK
cynpanopMaibHas 1P JIXK (yBeauueHue CKOPOCTH
paHHero HanonHeHus JIXK); s >10 cm/c;

HeT 30H ITHT;

Crpecc-tectsl: VO, Makce. >50 Mi1/Kr/MUH
i >120% oxunaemoit; Het KHP;
HopMaJibHas peakius ALl

YMeHblIeH e TorHbl cTeHoK JIZK yepes
HECKOJIBKO MECSIIIEB TOCIIE MPEKPaIeHUST Harpy3Ku

Cokpawenusi: Al — aptepuansHoe aasnenve, TKMIM — runeptpoduyeckas kapamomuonatusi, [THK — runeptpodus nesoro xenyaouka, 4P — ancdyHkums, XHP —
Xenyao4koBble HapyweHus putMa, KOP — KoHeuHo-auactonuyeckuin pasmep, JOK — nesbiin xenypodek, MK — mutpanbHblii knanad, MPT — mMarHUTHO-pe3oHaHcHas
Tomorpadus, OTC — oTHOCUTENbHAs TOALWMHA CTeHku, MHI — no3aHee HakonneHne ragoNnHMIA-CoaepXaLlero KOHTpacTHoro BelecTsa, MNCA — nepenHee cuctonnye-
ckoe apuxenune, 9K — anektpokapavorpadus, IxoKI — axokapanorpadus.
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Ta6nuua 17/A3
Mpaeuna n oco6eHHocTM Ha3HaYeHus OeTa-aapeHo6nokaTopos npu FTKMIM

BeTa-agpeHo610kaTopbl 0CTAIOTCS Hanbonee adhdEKTUBHON rPYNMoii NeKapCTBEHHbIX CPEACTB, NPUMEHSeMbIX B neveHnn FTKMIM

B cBsi3M ¢ 60bLUEl KOMNNIAEHTHOCTBIO Y NaLMEHTOB PEKOMEHAYETCS OTAABAThL NPEAMNOYTEHNE CENEKTUBHbIM OeTa-aapeH0610kaTopam NPONIOHIMPOBAHHOTO
[elcTBMS, B YaCTHOCTKM, Buconponony**, metonponony**

Jlosy 6eTta-anpeHobnokatopa pekoMeHayeTCs TUTPoBaTh A0 A0CTUXeHUs YCC 55-65 ya./MuH nog KoHTponem ALl 1 cUMNTOMOB

CnepyeT NOMHUTb O APYriX M3BECTHBIX NOBOYHBIX apdekTax beTa-aapeH0610KaTOPOB: HapyLLEHVe MPOBOAUMOCTM BNOTb A0 NOAHON AB-6nokaasl, GpoHxocnasm,
BA30KOHCTPUKLMS nepudepuyecknx CoCyaoB, HapyLIEHUEe TONEPaHTHOCTU K MIIOKO3e, 3PeKTUbHAA ANCHYHKLINS 1 ApYrnX

Beicokme [,03bl 06bI4HO XOPOLLO nepeHocsTes. Mobo4Hble ahdekTbl (3kanobbl B OCHOBHOM Ha YCTaN0oCTb) AOXHbI ObiTb TLLATENEHO MCCEN0BaHbI, YTOObI OLEHNTH
ONTUMANbHYIO MHAVBWAYANbHYIO A03Y 4151 KOHKPETHOrO NaLeHTa

CokpaweHus: AB — aTprnoBeHTPUKYNspHbIA, ALL — apTepuanbHoe aasnexve, F’KMM — runeptpoduyeckas kapamomuonatusi, YHCC — yacToTa cepeyHbIX COKPaLLEHUIA.

Ta6nuua 18/A3
MpaBuna u 0co6eHHOCTH Ha3Ha4YeHusa Bepanamuna** npu FKMM

HasHaueHne Bepanamuna** pekoMeHAyeTCs Ha4MHaTh B YCAOBKSX CTaLMOHapa ¢ Manblx 103 — 20-40 Mr 3 pasa B AieHb C NOCTENEHHbIM X MOBbILLIEHVEM
NpW XOpoLLei nepeHocuMocT A0 CHuxeHns YCC B nokoe Ao 55-65 ya./MyH

Bepanamun** obecnedvBaeT cumnTomatnyeckmin ad ekt y 65-80% naumeHToB, BKoYas cinyvan pedpakTepHOCTM K ieveHunto 6eta-aapeHobiokatopamm

Monb3a Bepanamuna** orpaHnyeHa ero cocyopacunpsioLmMm apdektamu, KOTOPbIE y OTAENbHBIX MALMEHTOB MOTYT NEPEBELLMBATH €r0 OTPULIATESNbHbIN
VNHOTPONMHbIN 3pPekT

Bepanamun** npeanoyTUTeneH A MOSOAbIX MALMEHTOB C Nerkoi 1 ymepeHHoi o6cTpykumeit (T, 8 BT/IK B nokoe <50 mm pr.cT.) [382]
MauveHTam ctaplue 65 netT HeobX0AMMO Ha3HaYeHNe HU3KMX A03 U TUTpaLuws npenapata nog, koHtponem I 8 BT/DK, YCC (SKT) n knuHM4eckmx cMNTOMOB

Cokpawenus: BTJDK — BbIxOQHO TpakT NeBoro xenynouka, [ — rpagvent gaenenus, YCC — yactota cepaedHbix cokpaterunii, 9K — anektpokapavorpadums.

Ta6nuua 19/A3
HayanbHble 1 uenesbie J03bl NPU MeAMKaMeHTo3Hoi Tepanum FKMI

Mpenapar HauvanbHas nosa Llenesas nosa
— nponpaHonon** 40-80 mr/cyT. 240 mr/cyT.

— meTonponon** 25-50 mr/cyT. 100-200 mr/cyT.
— ateHonon** 25-50 mr/cyT. 150-200 mr/cyT.
— Guconponon** 1,25-2,5 mr/cyT. 10 mr/cyT.

— coTanon** 80 mr/cyT. 160-240 mr/cyT.
— Bepanamun** 60-120 mr/cyT. 240-480 mr/cyT.
— Bepanamun** (MPONOHMMPOBAHHOTO AEVICTBUS) 120 mr/cyT. 240-480 mr/cyT.
— AUnTMasem 60-120 mr/cyT. 180-360 mr/cyT.

Ta6nuua 20/A3
PekomeHayemasi 4acToTa 06a3aTesIbHbIX aHa/IM30B KPOBU Ha KPEAaTUHUH Y NaLUEeHTOB,
NMPUHUMAIOLLUX aHTUKOAryNsHTbI
KpaTHocTb Kareropum nauveHTos
1pasBrog BCEM NaumeHTaM Monoxe 75 net ¢ ucxogtbiv KK >60 m/MuH
1 pa3 B 6 mec. nauveHTam >75 net, 0c06eHHO CO CTApYECKOI acTeHNeN
1 pa3 B N mec. N=KK/10 (npumeHumo, ecnm KK <60 mn/mMuH)
Mo TpeboBaHuio [IOMONIHATENBHOE NPOBEAEHUE aHANMN30B, ECNIV BO3HUKIMN Kakue-nMbo MHTEPKYPPEHTHbIE 3a60/1€BaHNS/COCTOSIHNS/MPUEM NpenapaTtos,

KOTOpbIE MOV NOBAUATH HA GYHKLMIO NOYeEK

Cokpauenne: KK — kampeHc kpeatnHuHa.
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0O6cnepoBaHue

OBLWMIA (KNMHUYECKWiA) aHann3 KPOBM pa3BepHyThLIN ¢ onpenenerviem Hb, konnyectsa

3PUTPOLMTOB, TPOMBOLUTOB*

AHanm3 kpoBM BUOXMMUYECKUIA 0BLLEeTEPANEBTUHECKMIA, BKITIOYAs ONpPeaeNeHne akTMBHOCTM
anaHMHamMHoTpaHcdepasbl B KPOBY; ONPeaeneHrne akTMBHOCTY acnaptataMuHoTpaHchepasbl

B KPOBU; UCCNeoBaHME YPOBHS 06LLero 6unnpybrHa B KPOBW; ONPeAeneHne akTUBHOCTY LLEN0YHOM
docdartasbl HEMTPODUNOB Nepudepuyeckoin KPoBM; NCCeoBaHNe YPOBHS 0bLuero 6enka B KPOBU
ViccnenoBaHue ypoBHS KpeaTvHyHA B KPOBM 1 B MOYE C PACHETOM CKOPOCTU Kiy604KOBOM
dunbTpaumn 1 KMpexca kpeatHuHa no dopmyne KokpodTa-ronta 6e3 ctaHmapTsaumm

K NI0LAaM NOBEPXHOCTY Tena
MHO

OBt (KNMHWUYECKIIA) aHann3 Mo4mn

330¢ar0raCTp0ﬂy0ﬂeHOCKOﬂMH BCEM MNauneHTamM ¢ aHaMHe30M Xesya04HO-KNLIEYHbIX
KPOBOTEYEHUIA, 3PO3VBHO-SA3BEHHOrO MOPAXEHNS NULLIEBOAA, XeNyaKa Unm ABEHaALATUNEPCTHO

KULLKN

KonoHockonua naupyeHTam ¢ AnarHoCTMpoBaHHON Xene3oaeduumTHON aHeMUet, HoO OTCYTCTBUEM

ABHbIX MICTOYHMKOB KPOBOTEYEHUSA

KomnbtoTepHas Tomorpadus nam MarHUTHO-pe30HaHcHas ToMorpadus rosloBHOro Moara
W UHTpaKpaHuanbHbIx apTepuii nauyeHTamM, HeAaBHO NEPEHECLLVIM VHCYNBT (B NpeablayLupe
8 Hen.), a Takxke NPy BbIPAXXEHHOM OCTATOYHOM HEBPOJIOMMYECKOM AePULMTE U OTCYTCTBUN AaHHbIX

HEeVipoBM3yan1saLmm

Lenb

McknioyeHre anemunmn

1 TPOMBOLMTONEHNUN
McKniounTh MaToNornio neYeHn

Micknio4unTb XpoHuyeckyio 601e3Hb
noyek, BblbpaTh aHTUKOArynsHT

B COOTBETCTBYIOLLEN 103€e

[ins onpepeneHus knacca natonornm
neyeHu no Yanng-lMeio

McKkniouuTb 3puUTPOLMTYPUIO

W MPOTEVHYPUIO

MicknioynTtb 060CTPEHNE S3BEHHO
60/1€3HY 1 HaNM4Me OCTPbIX 3PO3Mii

[ns NCKNIOYEeHVs NaTonorum ToNCTOro
KVILLEYHWKA, NPEXAE BCEro, OHKONOrn
MckniouunTs remopparmyeckmia
xapakTep UHCY/bTa U COCYANCTbIE
Mansdopmaumn

Mpumeyanme: * — HasHaueHe aHTUKOAryNAHTOB HE PEKOMEH0BaHO NPY YPoBHE TpoMGoLMTOB <20x10%/n.

Ta6nuua 21/A3
Pexomeunosauuble na60paTopr|e aHanu3bl U AnarHocTun4yeckKue oﬁcnep,osauun Ang noucka
noTeHuyunasnbHOro cy60TpaTa KpoBOTEe4YeHuUs (nepen Ha3HaYeHunem aHTMKoaryﬂﬂHTOB)

EOK
Het

Het

Het

Het

Het

Het

Het

YYP

yan

CokpaweHus: EOK — Esponeiickoe 06LecTBO kapavonoros, MHO — mexayHapoaHOe HopMannm3oBaHHOe OTHoLLeHVe, Yl — ypOBHM LOCTOBEPHOCTU [1OKA3aTENbCTB,

YYP — ypoBHM y6eanTeNnsHOCTY pekoMeHaaLuid.

PekomeHgyeMble peXxumbl aHTUKOarynsHTHoi Tepanum npy FKMIM y 6epemMeHHbix

PexXnMbl aHTUKOArynsiHTHOM Tepanum

Pexum 1

¢ @I v onacHocTH, cBA3aHHbIE C Tepanueli BapdapuHom**

TaGnuua 22/A3

MocTosHHas Tepanus BaphapuHoM** 3a nckiioyeHnem cpoka 6-12 Hea,. (0TMeHa A0/KHA HAYMHATLCS C Havana 5 Hefl. C y4eToM neproaa

MNOMyBbIBEAIEHNST) C MEPEXOAOM Ha 3TOT CPOK HA renapuH HaTpus** (HU3KOMONEKYNSIPHBIN) (MUHUMAbHBI PUCK TPOMO03a 1 BO3MOXHbIN PUCK

ambpuonatum)
Pexwum 2

OnacHoCTH, CBA3aHHbIE C MPUMEHEHEM BapbaprHa

lMepuop, nonysbiBeaeHWs BapdapuHa** npesbiaeTt 60 4, 4T0 HE06X0AMMO Y4MTHLIBATL MPU ONPenesieHMn CPOKOB OTMEHBI penapara

HekoTopble aBTOpbl 0OTMEYaloT [,0303aBUCUMBI 3MOPUOTOKCHUYECKMIn adhdekT BapdapuHa** — no3a <5 Mr peako npuBOAUT K BO3HUKHOBEHMIO aMBpronaTtiu.

OpHako Ha npakTuke Ao3a BapdapuHa onpeaensietcs senmunHoin MHO 1 He MOXeT ObiTb MPOM3BOJIbHO YMEHBLUIEHA U YBENMYEeHa

Hamnbornee KpUTMYECKMM Neproaom AencTems BapdapuHa** aBnseTcs cpok 6-12 Hea, — MakcMMasnbHasi BEpOSTHOCTb SMOPUOTOKCUYECKOT0 addekTa

BbI3biBasi rinokoarynsuio y ninoaa, Baphaput** MoXeT NpyBoaNTb K HapyLueHnsmM dopmuposanus LIHC, Bbi3biBas BHYTpUYEPENHbIE KPOBOWINSHIS

YrHetas cuHTe3 BuTaMuH-K 3aBucumMblx haktopos, BapdapuH** CyLLECTBEHHO BAMSIET HA NpoLecc GopMMpPOBaHUS U pocTa KOCTel nnopa

Mepexop Ha NapeHTepasbHbIE NPSAMbIe aHTUKOAryNSHTbI (FenapuH HaTPUS**) Ha BECb CPOK 6EPEMEHHOCTY (MUHUMAbHBIA PUCK aMBpronaTum,
HO MOBLILLEHHBIN MO CPABHEHWIO C Tepanuein BapdapuHoM** puck TpoM6030B)

PesynsTaTomM aM6pUOTOKCUMYHOCTY BapdapuHa** SBnsioTCS runonnasus HOCOBbIX KOCTEN, aTpodus 3pUTENLHOTO HEPBA, 3aepkka YMCTBEHHOIO PasBuTyS,
a TaKxe 3amepLuvie 6epPeMEHHOCTU, CIOHTaHHbIe aboPTbl U MEPTBOPOXAEHUS

Cokpauwenusa: MHO — mexayHapoaHOe HOpMannm3oBaHHOe OTHoLEeHMe, LIHC — LeHTpansHas HepBHas cuctema.
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Ta6nuua 23/A3
Ol'paHWIEHMSI B MeToAaax AMarHoCTUKU npu GGPEMeHHOCTM
Mertog, OrpaHuyeHust YYP yO4
OKI HET OrpaHnyeHnin 1 Cc
OnekTpo-husnonornieckoe MOXET BbITb BbIMOAHEHO MO XU3HEHHO BaXHBIM NOKa3aHUAM 3 C
nccnenoBaHve
9xoKIr TT-9x0KI — HEeT orpaHn4eHwnii 1 (0]
YMN-3xoKI — ecnn TT-OxoKI HeLoCTaTOYHO NS MOCTAHOBKM AMarHo3a unm AeTann3aummn HapyLeHui
MPT 6€e3 UCMoNb30BaHUs KOHTPACTa (rafonnHuil) MOXET BbiTb BbINONHEHA B cayyae, ecnn IxoKl HepoctaTtouHo 2 Cc
[INS NOCTaHOBKM AyarHo3a
KT/MCKT MOXET BbITb BbIMOHEHA MO XW3HEHHO BaXHbIM MOKa3aHWSAM 3 Cc
PeHTreHorpadwus opraHoBs rpyaHoii MOXET ObITb BbIMOHEHA B Cy4ae, ECAW ApYyrne MeToabl 06Cnef0BaHNs He MOrYT 06bSCHUTb FreHes3 OAbIk 3 C
KNeTku

Cokpauwenus: MPT — marHuTHO-pe3oHaHcHas Tomorpadus, KT/MCKT — komnbloTepHasi Tomorpadus/MynstucnupanbHas kKomnbtotepHas Tomorpadus, TT-9xoKIm —
TpaHcTopakasbHas axokapavorpadws, YOI — ypoBHW LOCTOBEPHOCTY A0Ka3aTenbeTs, YYP — ypoBHM yeamTensHoCTV pekoMeraaumii, Yr-9xoKr — ypecnuieBopHas

axokapavorpadus, IKI — anektpokapamorpadus, dxoKI — axokapavorpadus.

Ta6nuua 24/A3

OcCHOBHble MeponpuaTUs No NpodunakTuke ocNoXxHeHun y naumeHToB ¢ FIKMI

Cumntom/ocnoxHenve FKMI
BCC v xu3HeyrpoxatoLime HapyLeHUs putMma

Tpom60oambonnyeckme 0CIOXHEHs Y nauyeHToB ¢ I

NH®bEKUMOHHBIN 9HA0KapauT

MpodunakTnyeckne meponpuaTis

nepBuyHas 1 BTopuyHas npodunaktnka BCC — cm. Pasnen "Crpatudukaums
pvicka BCC"

no 06LLWM npuHLUMnam Tpombonpodunaktukv npu ®r1 (cM. pekomeHaaumn
no neyenmto )

aHTMBMOTVKONPOdUIaKTUKA PEKOMEHAYETCS TOMbKO Nepe, npoLieaypamv
BbICOKOr0 pucka nauuentam ¢ F’KMIT n npoTe3amu knanaHoB cepaLa,
BPOXZEHHBIM MOPOKOM CEPZLA UM €CNW NALMEHT paHee NepeHocun
NHDEKLMOHHBIA 3HA0KAPAWT (CM. COOTBETCTBYIOLLE PEKOMEHAALNN).

Y nauyeHToB ¢ MMMnaHTMpoBaHHbIM UK *** npodunaktiika HEKLMOHHOTo
aH0KapanTa — no pekomeHaaunam PKO no nHekumoHHoMy aHaokapauty 2022r

CokpaueHusi: BCC — BHesanHas ceppedHas cmepTb, [KMIM — runeptpoduyeckas kapavomuonatus, KA, — umnnaHtupyemblii kapayoseptep-aedpubpunnstop, O —

bubpunnaumua npeacepamii.
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MpunoxeHune b. AnropuTmMbl BegeHUs naumeHTa
MpunoxeHue b1. ANropuTm TakKTUKMN BeA€HUA aCUMMNTOMHbIX nauueHToB ¢ TKMIN

AcuMnTomMHas
ronmeppodauee AcuMnTomHas runeprpodudeckas
cragusa 'KMII
cTaaust

Het obcTpykunu + 00CTpYKILIMS
BTJIK BTJIK

Bera-anpeHo6a0KaTopbl
(TIpM TIPOTHUBOIOKA3AHUSIX — BEepanmaMmr**)

Cokpauenusi: BCC — BHe3sanHas cepaeyHas cmepTb, BT/DK — BbixogHoii TpakT neBoro xenynoyka, FKMIM — runeptpoduyeckas kapanomuonatus, KA, — nmnnantu-
pyemblii kapavoBepTep-aebudpunsTop.
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MpunoxeHue B2. YnpoLieHHbI anropuTm AMarHoCTUKM U NOAX0A0B K JIeYEHUIO NaLueHToB
¢ 00cTpykumei Ha ypoBHe BTJK

DxoKT (I B BTJIK)

Oppexr (-)

Opexr (+)

CokpaweHus: BTJIK — BbIXofHOM TpakT neBoro xenynoyka, [, — rpaaveHT gasnenus, JIN — nesoe npeacepane, MXIM — mexokenynoykosas neperopogka, CM3 —

CumnromaTuka (+)

Cumnromatuka (+)

A

Y

Ecnm BeIcOKast
busndeckast
aKTUBHOCTb

- Tl B BTJI2K 50 MM pT.CT.

— I'J1 B BTJIXK 30-50 MM pT.cCT.

s BTJIK
<30 MM pT.CT.

cenTanbHas MMoakTomusi, SCA — aTaHonosas cenTtanbHas abnauus, IxoKI — axokapavorpadus.

!

OxoKT 1 pa3 B ron
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Mpunoxenue B3. Anroputm papmakorepanum OrKMMN

®apmakorepanus oocTpykTuBHOi TKMIT
(T B BTJIK >50 mm pr.cT.)

Y

OTMEHUTB MTPETaparhl ¢ Ba30IMJIaATUPYIOIIUM ICHCTBIEM

IpoTrBoTOKa3aHMs
IpoTrBoTIOKa3aHUs
K OeTa-azipeHobJ0KaTOpamM
K OeTa-azpeHoOI0KaTOpam
1 BeparamuIy

ViydiieHue CUMITOMATHKHY, Her ynydieHusi CAMIITOMATHKHY,
TJ1 B BTJI2K <50 MM pr.cT. 1 B BTJIXK >50 mwm pr.cT.

Cokpauenusi: BTJIK — BbIxofHO TpakT neBoro xenypouka, [ — rpagueHt pasnenus, FTKMIM — runeptpoduyeckas kapamomuonatus, MXI — mexokenynoykosas
neperopogka.
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Mpunoxenune 64. Anroputm Bpauye6Hoi TakTuku nevyeHns XCH npu FrKMN

XCH II-1V ®K

Cokpaluenus: BT/TK — BbIxofHOM TpakT neBoro xenyaouka, [ — rpagmeHt pasnenus, UKL — umnnaHtupyemblit kapanosepTep-aedundpunnstop, KP — knmHuyeckue
pekomeHgaumuu, JIK — nesblii xenynouek, PCT — pecuHxpoHmaupytolas tepanus, ®B — dpakums Boibpoca, PK — dyHKLMOHaNbHBIN knace, DM — dubpunnaums npea-
cepauii, XCH — xpoHunyeckas cepaeyHast HeoCTaTO4HOCTb.
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Mpunoxenue B5. Anroputm BeIOOpa XMPYPruyeckoro/aHA0BaCcKyISIPHOro BMeELLaTeNIbCTBa

y nauuenTtoB ¢ TKMN

I'KMII, pedpakrepnas K (hpapmakoTepaniuu
+ makc. nposouupyembiii I'JI 8 BTJIK >50 MM pr.cT.

CenTajbHass MUOSKTOMUSI
+ npote3upoBanre MK

CenTajibHast MUOSKTOMMUS
+/- mmactuka MK

TpaHcaopranbHas
cenTaabHast MUOSKTOMUS
WJTA 3TAaHOJIOBAsK
cenranabHas abiaius

TpaHcaopTanbHast 1/uin
TpaHcanuKaibHast
cenTaibHasi MUODKTOMHUSI

TpancanukanbHas
CenTaabHast MUOIKTOMUS

Cokpawenus: BTJIK — BbIxogHOW TpakT nesoro xenygoudka, [, — rpagvent gasnenus, FKMM — runeptpoduyeckas kapavomuonatus, MK — mMuTpanbHbIi knana,

MP — muTtpanbHas peryprutaums.
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Mpunoxenune 66. Anroputm BoiOOpa MeToaa peaykuumn MXI

<40 ner Bospact > 60 geT

BBICOKMiT XUPYPrUYECKUil PUCK 11O KOHKYPUPYIOILIEH MaToJIOrMu

Heo6XomMMOoCTh COMYTCTBYIONIETO KapAMOXUPYPIrMIECKOrO BMEIIATEIbCTBA
(xupypruueckas admanust @I1, AKI, omepaiuu Ha Ipyrux KiiarmaHax U ap.)

CpenHe-XeJyI0uKOBast WM allMKalbHast 00CTPYKIIVSI

Tommmua M2KIT >30 mm

UcxonHble 610Ka/bl 10 BMEIIATEIbCTBA

BJIHIIT (puck ABB 111 crt.)

BITHIIT

AHaTOMUsI CENTAIbHbBIX BETBEI KOPOHAPHBIX apTepuit moaxoauT aist DCA
(MoeHTUUIIMPOBaHA CeNTalbHasI BETBb, CHA0XKaIOIasi UCKITIOUUTEIFHO 6a3aibHYI0
yacth M2KIT B 06J1aCTM MUTPaJIbHO-CENTATLHOTO KOHTAKTA)

AHOMaTMK MOAKJIATaHHbBIX CTPYKTYp MK,
SIBJISTIOIIMECS. KOMITOHEHTOM OOCTPYKIIMN

BepemeHHOCTD + okazanwus K pexykiuu M2KIT

MutpanbHasi HEIOCTATOYHOCTh 3 CTEIIEHU

OueHb BbICOKMI rpaaueHT aapiaeHust B BTJIK (>100 mwm pT.cT.)

CokpaweHusi: ABb — aTpuroBeHTpukynspHas 6nokaaa, AKLL — aopTokopoHapHoe WwyHTupoBaHue, BJIHMIT — Gnokapa nesoii HoXkM nydka Mica, BMHMAT — 6nokaga
npaBoi HOXKM nyyka Mca, BT/IK — BbIxogHOW TpakT nesoro xenynouka, MXI — mexokenynodkosas neperoponka, MK — mutpanbHblin knanad, CM3 — centanbHas
MuoakTomust, P — Gpubpunnaums npencepanii, SCA — ataHonoBas centanbHas abnaums.
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MpunoxeHune B7. Anroputm nepeu4HO U BTopuyHou npodpunaktuku BCC y naumentor ¢ FKMIN

IlepBuunas npopuIakTUKA Bropuynas npodunakTika

Anamue3, OxoKI', XMBOKI' b4

* OcraHoBka cepaia Beaenctsue KT

i DK
»  Bospact +  MakcumasbHask TOJNIIMHA * Cnonrannas ycroitunsas KT,
¢ CewmeiiHblii anaMmHe3 BCC Muokapna JIK TpUBOAsLLIAs K 0GMOpOKaM

U reMOJIMHaAMUYCCKUM HAPpYHICHUAM

+  HeoGbsICHUMbIE 0GMOPOKH Heycroiiumsas KT
npu XMBOKT
. 1II8BTIX
*  Hduamerp JITT

. ” Oxuaemast
Husknit TTpoMexXyTouHbIi Boicokuit
o " N TMPOIOKUTETHHOCTh
S-JIETHWIA PUCK S-JIeTHUIA PUCK S-JIeTHHIA PUCK xusnn >1 roga
<4% 4-6% >6%
Y Y Y Y
UKJI*** 00b1YHO UKI*** MmoxeT ObITh
MKI*** momkeH ObITh peKOMEHIOBaH
He TIoKa3aH PEKOMEHI0BaH

Cokpauenus: BCC — BHe3anHas cepaeyHas cMepTb, BT/TK — BbiIxoaHO TpakT neBoro xenynouka, [ — rpaaveHT pasnenums, XT — xenynoykosas taxukapaus, KO —
MMNAaHTMPYeMbI kapanosepTep-aedubpunnsTtop, JK — nesbiit xenygoyek, JIN — nesoe npeacepane, X — dpubpunnaums xenyaodkos, N — obubpunnaums npea-
cepauin, XM3OKIN — xonTepoBCKOE MOHUTOPUPOBaHWE anekTpokapavorpadumn, IxoKlm — axokapamorpadus.
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MNpunoxeHune 68. ANropuTm AMarHOCTUKMN U Bpa4eOHOI TaKTUKU NPU CUHKONANbHbIX COCTOSIHUSX

(npe)cunkonaibHbie cocTosiaus mpu FKMII

Bosee BeposiTHO — Bouee BeposiTHO —
APUTMUIECKNE TPUIMHBI | reMOIMHAMUYECKUEe MPUUUHbI

Ba3zo-BaranbHblit 00MOPOK

» Koppekiust apmakoTeparmmn
A4 Tlo anroputmy A4
T I * CMB/H5CA nipu oBTOPHBIX 0GMOPOKAX TIPU HArpy3Ke
50501 DKCH#* u TJT =50 mm pr.cT.

CokpaweHusi: ABb — atpuroBeHTpukynsipHas 61okaaa, APA — aHTaroHUCThI PeLenTopoB K aHrnoteHauHy |l, BCC — BHe3anHas cepaeyHas cMepTb, BTIIK — BbixonHo
TPaKT IeBOro xenynouyka, [ — rpagment aasnexns, F’KMIM — runeptpoduyeckas kapamomuonatus, XHP — xenynoukosble HapyLueHns putma, XT — xenyno4kosas Taxv-
Kapawms, MAMN® — nHrMGUTOPbI aHrMoTeH3MHNpeBpaLlaioLlero depmenTa, UK — nvnnaHtupyemslii kapamosepTtep-aedudpunnstop, KOO — KOHEYHO-ANacTonm4eckmin
o06bem, HYXXT — HeycToinumas xenypoukosas Taxvkapans, OLK — o6bem umpkynupyioleii kposu, CBT — cynpaBeHTpukynsipHas Taxvkapaus, CM3 — centanbHas
MunoskTomusi, CCCY — cuHapom cnaboctu cunycosoro yana, O — pubpunnaums npencepamnii, XMIKI — x0nTepoBCKOE MOHUTOPMPOBAHWE 3neKTpokapavorpadum,
OKI — anekTpokapavorpadus, IKC — anektpokapanocTumynstop, ICA — aTaHoN0Bas cenTtasbHas abnauys.

v HS:)KT ITapokcusm @I, ABB 111 cr. I
cToitunBast CBT o o Ty
AT | - T s BTIIK . HATID, APA,
» Baszomunararus OpraHnyYecKue HUTPATHI,
| . loLK HudeanmH**
+ (KOO <60 mu/m?) . O6e3BOXMBaHNE
I « uapes
I Y
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MpunoxeHune 69. Anroputm BpaueOHOW TakTUKKM B 3aBMcUMOCTU OT cTaguu FKMI n BapnaHTa
KJIMHUYECKOro Te4eHUs

AcuMnToMHast Beicoxuii R sk
noruneprpoduyeckast Cmamd)lglgglm " puck BCC " UKA
cTagus prcka
(eXeTomHO)
v A A A A A
Hab6monenue
CrabuibHOE 100POKAaYeCTBEHHOE TeUeHUE
> Ha doHe dhapMaKoTepanu
AcuMnToOMHast "
rurnepTpoduIecKast A
cTamust
XCH II-1V cr.
DB JIXK >50% Jleuenue
+ @I < R + 00CTpyKIHS N obcrpykimu BTJIK
Cumnromuas BTJIX Peykums MKIT
ranepTpoduyecKast (CMD, BCA)
craaus
Y l
Io anropurmy v XCH HI-1V ct.; @B JIK <50%
sneyeHus OI1 Het o6cTpykinu BTJIK
+ munatarmst JIZK w/vmi pecTpukimst
. R
CUHAPOM CTEHOKAPINH Tepams XCH
Io axroputmy U/WIT UILIEMUU MUOKapaa
JIMarHOCTUKU . m OKC
W JIeUeHUS - > PecunxpoHusupyioias Teparnmusi
creHokapauu u OKC
> TpaHcrnaHTanus cepaua

CokpauweHus: BCC — BHe3anHas cepaeyHas cmepTb, BTJIK — BbixoaHOI TpakT nesoro xenynouyka, K[, — umnnaHtupyemblii kapanoseptep-aedubpunnstop, MXKM —
MexoKenyo4KoBas neperopoaka, JIXK — nesbiin xenynovek, OKC — ocTpbiii KOpoHapHbIn cuHapom, PCT — pecuHxpoHuavpyiowas tTepanus, CM3 — cenTanbHas M1O-
akTomms, ®B — dpakuys Beibpoca, P — dubpunnsuma npeacepamii, XCH — xpoHnyeckas cepaevHas HeaocTaTouHoCTb, ICA — 3TaHONOBas cenTanbHas abnauus.

MpunoxeHue B610. NMokasaHusa k peaykumm MXI (CM3/3CA)

Kputepun MokazaHus

KnuHnyeckne XCH 1lI-IV dyHkumnoHanbHoro knacca NYHA ¢ @B J1X >50% u/unn Hanuumne Apyrmx TaxenbiX CMMNTOMOB (06MOpOKH,
npeao6bMOpPOYHbIE COCTOSIHUS, CUHAPOM CTEHOKAPAMM), CYLLECTBEHHO OrpaH1YMBaIOLLIMX MOBCEAHEBHYIO aKTVBHOCTb,
HECMOTPS Ha ONTUMAJIBbHYIO MEAMKAMEHTO3HYIO Tepanmio

[emonmHamuyeckme 06c¢TpykTrBHas dopma FKMIT (B nokoe unu niayumpyemas) ¢ I, 8 BT/IXX >50 MM pT.cT., KOTOpas accoummnpoBaHa
¢ runeptpodurein MXI n nepeaHe-cMcToNMYeckuM ABUXEHNEM CTBOPKM MUTPAIbHOrO KianaHa, APYruMy aHoManvsmm
annapata MK (xopzbl, NanuinsipHbIx MblLLLL) U pedpakTepHas K NPOBOAMMON TEPanum B NOHOM 06beme

AHaToMU4eckme Tonwwna MXTI, goctaTouHas ans 6e30nacHoOro 1 3PGEKTUBHOMO BbINOHEHWS onepauumn uam npoueayps! (Mo MHEHUIO
oneparopa), coctosHue annaparta MK 1 nogknanaHHbIX CTPYKTYP, CO4ETaHHbLIE aHOMaINM KOPOHAPHBIX apTepuin

Cokpawenus: BT/IK — BbIXOAHOW TpakT neBoro xenynouyka, [ — rpaauent nanenus, F’KMIM — runeptpoduyeckasn kapavomuonatus, JDK — nesblii xenyaoyek,
MXI — mexokenynodkoBas neperopoaka, MK — mutpanbHbiii knanaH, @B — ¢dpakums Buibpoca, XCH — xpoHuyeckas cepaevHast HenoctatouHocTb, NYHA — Heblo-
opkckas accoumauys cepaua.
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Mpunoxenue b11. CpasHeHne CM3 n 3CA (agantuposaHo n3 [392])

Kputepun CM3 3CA
Jlokanusauus runeptpodurposaHHoro otaena MXI CybaopTanbHasi, CpeHeXeNy104KoBas, anunkanbHas Cy6aopTanbHasi CpeaHexenyno4koBas
(B oTAENbHLIX LieHTpax)
CreneHb runeptpodumn Ot >20 MM 0 akcTpemanbHoi runeptpodum MXI >30 mm  Tuneptpodus MXT <30 mm
MexaHuam noebilweHus [, n HegocTatoyHocTb MK He accouumpoanHoe ¢ NCA MK v accoumnpoBaHHoe AccoumnpoBaHHoe ¢ MCA MK
¢ NCA MK
Komop6uaHas natonorus, TpebyoLias MoaknanaHHas MemopaHa, aopTanbHbIi cTeHo3, VIBC, MBC, ogHococyaMcTOoE NnopaxeHue
XMPYPru4eCcKoro BMeLIaTenscTea MHOrOCOCYAMCTOE NOPaxeHve
BospacT nauuneHToB MoapocTkM N MONOAbIE B3POCblE B3pocnble
CnoxHOCTb nMpoLeaypbl Hanbonee yacTo BCTpeyaiowmecs ocnoxHeHms CM3: MeHee arpeccuBHas
nedext MXT, ABB 1 octatoyHas 06¢Tpykums BT/TX
MocTnpoueaypHbIi PUCK 3aBUCUMOCTH 2-10% 10-20%
OT KapAnoCTUMYNSTOpa Lo 50% c ncxonHon BMHMAM o 50% ¢ ncxogHon BIHMT
KnuHnyeckas npaktuka >50 net >20 net
JlocTynHocTb HepocTaToyHas, He60bLIOE KOAMYECTBO LIEHTPOB [locTatoyHas, Ho He60bLLOE KONNYECTBO
C ONbITOM LIEHTPOB C OMbITOM

ConocTaBuMble NOKa3aTeNn BbXKMBAEMOCTY U KIIMHWKO-reMonHaMuyeckoe yny4weHnme nocie ICA n CM3 6biin nostyyeHbl B HEPaHA0MU3MPOBAHHbIX
006CePBaLMOHHbIX UCCEL0BAHMSX

CokpaweHnus: ABE — atproBeHTpukynsipHas 6nokaga, BJTHMNIM — 6nokaaa nesoit Hoxkw nyyka Muca, BIHMT — 6nokana npaeoii HoXkmM nyyka Mca, BTJIK — BbixoaHo#i
TpakT NneBoro xenynouka, [, — rpaaueHt pgasnenus, UBC — nwemunyeckas 6onesHb cepaua, MXI — mexokenynoukosas neperoponka, MK — MUTpanbHbIi knanaH,
MNCA — nepenHee cuctonuyeckoe asmxeHne, CM3 — centansbHas mMnoaktomms, 3CA — aTaHoN0Bas cenTtanbHas abnauus.

MpunoxeHue 612. BpauyeOHasa TakTuKa BegeHus 6epeMeHHOCTU U poaopa3peLleHns B 3aBUCUMOCTH
oT cTeneHn o6cTpykuumn BTIIK (no [495])

CreneHb 06¢TpyKumum BTIIK BpauebHas TakTuka
Heob6ctpykTusHas TKMM (M4, 8 BT/IX <30 mMm pT.CT.) MponoHruposaHvie 6epeMEHHOCTY MOXET ObITb Pa3peLLeHO NPK YCIIOBUM NMOCTOSIHHOrO HabnoaeHns
WM HebonbLUas cTeneHb 06CTPyKLMN Kapamosnorom (He pexe 1 pasa B Mec.).

Tocnutanusauys ocyLLECTBASETCS B CPOKW, PEKOMEHL,0BAHHbIE AJ15 BCEX NALMEHTOK C CEPAEHHO-
COCyaMCTbIMM 3a60N1eBaHMSMM, NPU HEOBXOAMMOCTU — yalle.
Popbl 4epes ecTecTBeHHbIE POAOBLIE NYTH
CpepHsa cteneHb 06¢Tpykummn BTIDK Bonpoc 0 BbiHALIMBaHWM GEPEMEHHOCTY PELLAETCS MHANBUAYANbHO: HEOOXOAMMO NOCTOSIHHOE HabnoaeHe
(FA 30-50 mm pT.CT.) Kapavonora (TepanesTa) 1 akyllepa-ruHekosnora.
Cpoku rocnnTanuaaLmm Te Xe; Takke B 1060V CPoK NPy YXyALLEHUN COCTOSIHUS U Pa3BUTUV OCTIOXHEHWIA.
Popbl NpOBOAST Yepes eCTECTBEHHbIE POLOBLIE MYTW C UCKIIOYEHNEM NOTYT
Tsxenas cTeneHb 06¢Tpykumm BTIIK BbiHalwmBaHyie 6epPEMEHHOCTI N POAbI KATEFOPUYECKM MPOTUBOMOKa3aHb!.
(A, >50 mm pT.CT.) IMpw 0Tka3e XeHLLyHbI OT NpepbIBaHWs 6epeMeHHOCTY NokadaHa rocnuTannuaaLns NPakTUHECKy Ha BECb CPOK
6epemMeHHOCTU. PogopaspelleHrie NpoBOAST NyTEM OMnepauumn KECapeBa CeYeHUs.
Mcnonb3oBaHne annaypanbHON aHeCTE3NN C OCTOPOXHOCTbIO M3-3a OMACHOCTW apTepyanbHOR rMNOTEH3NN

CokpaweHus: BTJIK — BbIXO4HO TpakT NeBoro xenynouka, [ — rpaaneHt pasnenus, F’KMM — runeptpoduyeckas kapamomMmonatus.

MpunoxeHue B13. YupexaeHue anqa sepeHusa 6epemeHHbix ¢ FTKMI

BO3 Il (6eccMMNTOMHbIE UM MafIOCUMITOMHbIE BO3 lll (cumnTOMHbIE nauyeHTkn ¢ FTKMIT)
NaLUnEeHTKM)
BeaeHvie 6epemeHHbIX PervoHanbHbIii nepyrHaTanbHbIA LEHTP 3KcnepTHbIN LeHTP. MNepuHaTanbHbIi LEHTP 3 YPOBHS
YacTota 0cMOTPOB 1 pa3 B 2 mec. Kaxnablii Mecsiy, unm 2 pasa B Mec.
YupexnaeHve onsg poaopaspeLLeHms PervoHanbHbIii nepyrHaTanbHbIA LEHTP 3KcnepTHbIN LeHTP. MNepuHaTanbHbIA LEHTP 3 YPOBHS

CokpaweHus: BO3 — BcemupHas opraHunsaums 3apaBooxpaHenms, FTKMIM — runeptpoduyeckas kapavomvonaTus.
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MpunoxeHue B. UHpopmauusa pna naumeHToB

O6nacTb
Harpysku

Jneta

Mpodeccus

Kypenve

CekcyanbHasi akTUBHOCTb

BoxneHue aBTomo6uns

BakuuHaups

JlekapcTBeHHbIe
npenaparsl

CTpaxoBaHue Xun3Hu

ABvianepeneTbl

06wwme pekoMeHaaLMn No o6pasy XNU3HU
(apantuposaHo n3 [3])

PekomeHpaummn

MaumneHTam cnepyet n3beratb COPEBHOBATENBLHOMO CMOPTA, HO MO BO3MOXHOCTW NOAAEPXMBATb 00bIYHBIA 06pa3 Xu3Hu. B oTcyTcTBUM
cMMNTOMOB M akTopoB pucka BCC naupmenTsl ¢ TKMIT MoryT yuacTBoBaTh B GU3NYECKOI aKTUBHOCTM OT HEOOMbLLION A0 CpeaHel
CTeneHy MHTEHCUBHOCTM, B COOTBETCTBMM C PEKOMEHAALMAMY Kapauonora

MauveHTam cneslyet cTapaTbCs NOAAEPXMBATL HOPMASIbHBIV BEC TENA.

Mprem 60nbLLIOro 06bEMA NULLY MOXET BbI3BaTb 60/ B FPYAHOI KNeTke, 0COOEHHO Y MaumeHToB ¢ 06eTpykuyeid BTIIK.
Lienecoo6bpasHo yacTtoe Apo6HOE NUTaHKe.

3anopbl — YacTblii N0604HbIN addeKT Bepanamuna**, AOmKHbl KOHTPONMPOBATLCS ANETON M/ CnabuTenbHbIMY CPEACTBAMMU
BonblumHcTBO nauvenTos ¢ FKMI moryT npofonkarts 06bI4HYIO TPYA0BYIO AEATENBHOCTb. YPOBEHb (U3NYECKNX yeunnii Ha paboTe
[LOMXEH COOTBETCTBOBATb K/IMHUYECKOMY CTATyCy NauyeHTa.

[Insi HEKOTOPbIX BULLOB AEATENBHOCTY (MUNOTUPOBAHKE, BOEHHas Cnyx6a) CyLLeCTBYIOT CTPOrve OrpaHNyYeHns Npu npueme Ha paboTy
HeT naHHbIx 0 cBsA3u TabakokypeHus 1 FKMI, Ho nauueHTaM Heo6X0AMMO NPeAOCTaBNUTL MHGOPMALMIO O pUCKax Afs 340POBbS,
CBSI3aHHbIX C KypeHneM

Y nauneHToB AomkHa BbITb BOBMOXHOCTb 06CYAMTb MHTEPECYIOLLME UX BONPOCH! CEKCYabHOW akTMBHOCTY. MaumeHTs nocne
YCTaHOB/IEHWS AMArHO3a 4acTo UCMbITHIBAIOT GECNOKONCTBO, AENPECCHIO 1 CTPax nepeaatb 3aboneBaHne NoTOMCTBY.

MauvieHTam cnesyet 3HaTh O BAUSHUM NPUHMAEMbIX JIEKAPCTBEHHbIX MPENAPATOB Ha UX CEKCYarbHYI0 aKTUBHOCTb.

MaupeHTam cnemyet usberaTb Nnprvema MHMMOMTOPOB GochoamnacTepasbl, 0COBEHHO NPK HanU4KUM o6CTPyKLMKM BTIDK.

BOMbLWMHCTBO NALMEHTOB MOTYT NONy4aTh BOAUTENLCKME NPABa U NPOAOIKATb BOAWTL MALLMHY, €CAN Y HUX HET MHBANMAN3NPYIOLLNX
CUMNTOMOB

I'Ipm OTCYTCTBUU npomsonomsanmﬂ pekoMeHaoBaHa exerogHasa BakuHauns ot rpunna

MauneHTam cnepyeT 3HaTb O MPUHUMAEMbIX UMV JIEKAPCTBEHHbIX Mpenapatax, Ux NobouHbIX b dekTax 1 MexnekapcTBEHHOM
B3aMMOAeicTBIUM. Mo BO3MOXHOCTM cnefyeT nsberatb npuema nepudepryeckrx Ba3oamnatatopos, 0co6eHHo npu o6eTpykumm BTIDK

[varno3 FKMIT MOXeT NpMBECTM K 3aTPYAHEHUAM NPU CTPAXOBAHWUW XN3HU

BONbLUMHCTBO 6ECCUMMTOMHBIX MALUEHTOB N C HE3HAYNUTENBHON CUMNTOMATIUKO MOTYT 6€30MacHO COBEpLUATL aBuanepeneThbl

Cokpawenus: BCC — BHe3anHas cepaeyHasi cmepTb, BTJTK — BbixoaHoO TpakT nesoro xenyaoyka, F[KMIM — runeptpoduyeckas kapavommuonaTms.
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Mpunoxenue ' -IN. LLkanbl oL,eHKK, BOMPOCHUKA U APYrue OLeHO4YHbIe MIHCTPYMEHTbl COCTOSHUS
nauymeHTa, NpuBeLEeHHbIe B KJIIMHUYECKUX PeKOMEeH[aumnsax

Mpunoxexwue M. LLikana nporHo3MpoBaHnsa BEPOSTHOCTY OOHaPYXXEHUs reHeTU4YeCKMX BapMaHTOB
npu FKMN (agantuposaHo n3 [54])

Ha3zBanme Ha pycckom si3bike: [lIkana mporHo3upoBaHMsT BEPOSITHOCTH OOHAPYKEHUST TCHETUIECKUX BAPUAHTOB
npu 'KMII

OpuruHanbHOe Ha3BaHUE (eCJIM eCTh): HeT

Tun (MOaYepPKHYTH): IIKAJIA OLIEHKW, WHIIEKC, BOTIPOCHUK, IPYroe (YTOUHUTD).

Ha3navenue: KIMHUYECKWI WHCTPYMEHT JIJIST IPOTHO3MPOBAHUST BEPOSITHOCT OOHAPYKEHUSI TEHETUYECKUX BapuaH-
toB nipu ' KMII

Conepxanue (IadJI0OH):

MNepemeHHas Bannbl
Bospacr, net 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 -4
60-69 -5
70-79 -6
80 -7
KeHLwumHbI 4
ApTepuanbHas rmnepTeHans -4
"posikosbinyknas” d¢opma MXIT (aHrn. "reverse curve”) 5)
CooTHoweHwue TonwmHel MXKI/3agHen cterkm JHK 1,46 0
1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4

Kimou (uarepnperamus):
cymMma 6anoB <2 npeackasbiBaeT HU3KYI0 BEPOSITHOCTb 06HAPYXEHUS FTEHETUHECKMX BAaPUAHTOB B NMPUYMHHBIX FreHax, Hanbosiee pacnpocTpaHeHHbix npu FKMI

Cokpauwenus: F'KMIM — runeptpoduyeckas kapamomuonatus, JIK — nesbiii xenynovek, MM — mexokenynoykoBas neperopoaka.

301



Poccuiickuii kapamonorudeckmii xypHan 2025; 30 (5)

MpunoxeHue 2. HCM Risk-SCD. LLikana oueHku pucka BCC y naumneHntos ¢ FKMI
(eBponenckasa mogenb) (aganTnpoBaHo n3 [233, 358])

Ha3Banue na pycckom si3pike: HCM Risk-SCD. Illxana onenku pucka BCC y manmentos ¢ 'KMIT (eBpormetickast
MOJIEJb).

Opurunansnoe na3sanue (ecom ects): HCM Risk-SCD

Tun (momYepKHYTH): IIKAJIa OIICHKM, MHACKC, BOIIPOCHUK, APYToe (YTOUYHUTH).

Ha3navenne: KIIMHUYECKWIT MHCTPYMEHT TS ITporHo3upoBaHmst pucka BCC y mammenToB ¢ [ KMII.

Conepxanue (1a0JI0H):

LLikana prcka BCC HCM Risk-SCD (eBponeiickast MOgenb)

lMokasbiBaeT nyyline pesynsrathl y nauyeHTos FKMI ¢ Boicokum prckom BCC
Kanbkynsatop 5-netHero pucka BCC Ha 0CHOBE MOZENM, B KOTOPOW YHUTLIBAIOTCS CNeaytoLyie napaMeTpbl:
1. CemeiiHas uctopust BCC

2. CuHKonbl

3. HeycToinumBas xenynoykoBas Taxvkapams

4. Makc. TonwmHa cTeHkn JIK

5. Bospact

6. Quametp JM

7.T4 B BTIX

MapameTpbl BHOCSTCA B "Kanbkynatop” Ha caiite http://doc2do.com/hcm/webHCM.html

Koy (nHTepnperanus)

NKO*** nokasaH, ecnm puck >6%;
VKIO*** MOXeT BbITb PACCMOTPEH, eCnn pUCK >4%, Ho <6%;
MKO***, kak npaBuno, He nokasaH, ecnu puck <4%
LLikana HCM Risk-SCD 6bina BanvuampoBaHa Ans NauyeHToB ¢ NpeaLecTsyloleit peaykumeidn MXI metogom SCA [525]
CokpauweHus: BCC — BHe3anHas cepaedHas cMepTb, BT/IK — BbIxogHOV TPaKT neBoro xenynouka, [, — rpaaveHT pasnenus, TKMIM — runeptpoduyeckas kapamo-

muonatus, K[, — nvnnaHtupyemblii kapayoseptep-aedpubpunnatop, JOK — nesbiit xenynoyek, JIM — nesoe npeacepave, MXI — mexokenynoykoBas neperopogka,
OCA — aTaHonoBas centanbHas abnaums.
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Mpunoxenue 3. WWkana oueHkn pucka BCC y naumentoB ¢ TKMI (amepukaHckas mogenb)
(apantupoBaHo 13 [489])

Ha3sanne Ha pycckom s3bike: [1Ikana oumenku pucka BCC y manmenToB ¢ [ KMII (amepukaHcKast MOIETb).
OpurnnajabHoe Ha3BaHue (€CJIU €CTb): HET

Tun (MoaYepKHYTH): IIKAJIA OLIEHKW, UHIIEKC, BOTIPOCHUK, IPYroe (YTOUHUTH).

Ha3navenne: KIMHUYECKUIT MHCTPYMEHT TS IIporHo3upoBaHms pucka BCC y mammenToB ¢ [KMII.

Conepxanue (madJIoOH):

LLikana pucka BCC (amepwukaHckas Mogenb)
dakropbl pucka BCC
OcHOBHbIE GaKTOPbI prcka 1. CemeiiHas nctopus BCC Bcnepctave FKMI
BCC 2. MakcvmanbHas TonwmHa cteHku JHK >30 mm
3. HeobbsicHMMasi CHKONA B TE4EHWEe NOCNeaHUX 6 Mec. (3TMoNorms CMHKONbI He Ba3oBarasnbHas uam 00ycnoBieHHas
06cTpykumeit BTITXK)
4. Cuctonuyeckas anchyHkums (OB JHK <50%)
5. AnukanbHas aHeBpuama JIK
JononuutensHele hakTopb 1. IMHI npu MPT >15% maccbl JIX
pucka BCC 2. HYXXT >3 koMnnekcoB ¢ 4acToTow cokpalleHuii >120 B MyH npu ambynaTtopHOM MoHUTOpMpoBaHuy SKI

Cokpauwenus: BCC — BHe3anHas cepaedHas cmepTtb, BT/TK — BbixogHow TpakT nesoro xenypouyka, FTKMIM — runeptpoduyeckas kapavomuonatus, JIK — nesbiii
xenypoyek, MPT — mMarHuTHo-pe3oHaHcHas Tomorpadus, HYXKT — HeycTonumBas xenynodkosas Taxukapams, lMHI — no3gHee HakonneHue rafonvHuii-CoaepXaLlero
KOHTPAcTHoOro BellecTea, OB — dpakums Bibpoca, IKI — anekTpokapanorpadus.

Kmou (uatepnperanus) K nmmiaaramun WKJT***;

®dakTopbl pucka BCC (amepukaHckas Mofesb) MmnnanTaums KO ** Knacc no AHA/ACC
MpepoTepauieHHas BCC (BbikmBime Becneactame XT unmn ®X) nocne octaHOBKM cepaua nokasaHa |

CuHkona, BbI3BaHHAs yCTONYMBON XXT 1an CNOHTAHHON reMoavHaMUYecky 3Haunumon XT rnokasaHa |

Hanuune xots 661 1 13 cnesyoLmx hakTopos: nokasaHa lla

1. CemeiiHas nctopus BCC Bcnenctave FKMIM

2.1 nunm 6onee CMHKON B TEYEHWE NOCcNeaHUX 6 MEC. apUTMUYECKOrO reHe3a

3. Makc. TonwmHa cteHku JDK >30 mm

4. AnukanbHas aHeBpuama JIK

5. Cuctonunyeckas anchyHkums (OB JIHK <50%)

Y naumeHToB 6€3 0CHOBHbIX dpakTopoB pucka BCC, HO Npy HanM4um SONONHUTENBHO paccMoTpeTb BO3MOXHOCTb lib
pacnpocTpaHeHHoro MHI npy MPT

Y naumeHToB 6€3 OCHOBHbLIX PpakTopoB pucka BCC, HO ecnu LONOAHUTENBHO PErncTpupyeTcs PaccMOTPETHL BOSMOXHOCTb Iib
HYXT npu ambynatopHoM MOHUTOpMpoBaHum KM

Cokpawenus: BCC — BHe3anHas cepaeyHas cmeptb, FTKMIM — runeptpoduueckas kapamomuonatus, XT — xenynoukosas Taxvkapaus, KO — uMnnaHTupyembii
KapamoBepTep-aedubpunnatop, JK — nesbiit xenynoyek, MPT — MarHuTHO-pe3oHaHcHas Tomorpadus, HYXT — HeycToiiumBas xenyaodkosas Taxukapaus, MHM —
Nno3aHee HakomMeHne rafoNuHNiA-CoAepXallero KOHTPacTHoOro BellecTsa, PB — dpakums Boibpoca, DX — dunbpunnsaumns xenyaoykos, K — anekTpokapamorpadms,
AHA — American Heart Association (AMepukaHckas accoumauys cepaua), ACC — American College of Cardiology (AmepuikaHckas Konnerus Kapavmonoros).
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MpunoxeHune M. CHA,DS,-VASc. LLikana oueHku pucka TpoMG03MO0IMYECKMX OCITOXHEHUIA
y naumeHTtoB ¢ ®M/TMN (apantnposaHo n3 [519])

Tun (moaYepKHYTH): IIKaa OIIEHKU, WHIEKC, BOITPOCHUK, Apyroe (YTOUHUTB).
Ha3navenue: K TMHUYECKUIT MHCTPYMEHT JIJISI IPOTHO3MPOBAHUS PUCKA UIIEMUYECKOTO MHCYIbTa U CUCTEMHOTO

TpoM0O0sMOoaM3Ma ripu DIT.

Conepxanue (madJI0H):

®dakTop pucka Bannbl
MHCynbT, TpaH3UTOPHAs ULLIEMMYECKAs aTaka Uiu apTepuanbHas TPoM603mM60nus B aHaMHe3e

Bospact >75 net

ApTepuanbHas runepTeHsuns

CaxapHblii anabet

3acToiiHas cepaeyHas HEAOCTAaTOYHOCTb/ANCHYHKLMS NEBOTO XeNyaoyKa (B YacTHOCTU, dpakums Boibpoca <40%)

CocyauncToe 3ab6oneBaHune (MHdapKT MnoKapaa B aHaMHe3e, nepudepuyeckunii aTepockiepos, aTepockiepoTiieckre GAsLLKU B aopTe)

BospacT 65-74 ropa

N . = . . SN N

XKeHckuin mon

Kiou (uaTepnperanus):

Cymma 6annos no wkane CHA,DS,-VASc Oxunpaemas 4acToTa MHCY/ILTOB 3a rof,
0%
1,3%
2,2%
3,2%
4,0%
6,7%
9,8%
9,6%
6,7%
15,2%

© oo N o o b W N = O
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Mpunoxenue I'5. HAS-BLED. Llikana oueHku pucka KpoBoTe4eHus (agantnposaHo u3 [445, 520])

Ha3zBanue na pycckom sizbike: HAS-BLED. Illkana orieHkr prcka OOJIBIIIOTO KPOBOTEUEHUS B TeueHue | roga y ma-
uneHToB ¢ OI1/TTI, moxyyaommnx aHTUKOATYJISTHTHYIO TEPATMIO B COYETAHUN C MHTUOUTOPAMU arperaiu TpoMOo-
LUTOB WM O€3.

OpurunansHoe Ha3Banue (ecam ects): HAS-BLED

Tun (MoaYepPKHYTH): IIKAJIA OLIEHKN, WHIIEKC, BOTIPOCHUK, IPYroe (YTOUHUTD).

Ha3navenue: KITMHUYECKUI WHCTPYMEHT JIJISI TIPOTHO3MPOBAHUSI pUCKa OOJIBIIIOTO KPOBOTEUeHUs B TeueHue | roma

Conepxanue (1adJI0H):

Bykea dakTop prcka Bannbl

H ApTepuansHas runepTeHans 1

A HapylweHve GyHKUMY NeYeHn nnm novex 1wvm 2
S MHcynbT B aHaMHese 1

B KpoBoTeyeHnsi B aHamHe3e 1

L JNlabunbHOCTb MEeXAYHAPOAHOr0 HOPMANN30BAHHOIO OTHOLLIEHNS! 1

E BospacT (>65 ner) 1

D 3noynoTpebneHne ankoronem Unm npenapatamu, NOBLILIAOLLWMI PUCK KPOBOTEUEHUI 1wmm2

Kimou (uatepnperanus)

Cymma 6annos no wkane HAS-BLED Pvick 6051bLLIOT0 KPOBOTEYEHMS B TeHeHWe 1 roga
1-2 HW3KuniA puck KpOBOTEYEHMS
>3 BbICOKMIN pUCK KPOBOTEYEHNSI
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Mpunoxenue '6. QALE. LWkana gna gudpdepeHumanbHon anarHoctukm ATTR ¢ NOMOLLbIO KOHTPACTHOM
MPT ceppua (agantuposaHo n3 [285])

Ha3Banue Ha pycckom si3bike: QALE

Opurunansnoe na3sanue (ecim ectsb): QALE Score

Tun (momYepKHYTH): IIKaJIa OIICHKM, MHACKC, BOIIPOCHUK, APYyTroe (YTOUYHUTH).

Hasnavyenue: KIMHUYECKUI MHCTpYMEHT sl nuddepeHumnanbHoit nuarHoctuku ATTR n AL-amunonao3a.

Conepxanue (IadJIOH):

OueHuBaeTtcs xapakTep IMHI B CTeHKax NeBOro Xenyno4ka Ha Tpex yPoBHSIX: anukanbHoM, CpeaHem 1 6a3anbHoM C MPYICBOEHWEM OMPEAENeHHOro konnyecTsa 6annos
B 3aBMCUMOCTM OT natTepHa IMHI kak ykasaHo Ha pUCyHke

QALE score for DD ALand ATTR

4 3 2
1

0 (No LGE)

MakcumMansHol BO3MOXHOE KON4ecTBo 6annoB Npu OLEHKe CTEHOK IEBOr0 xkenynouka — 12 (4x3)

-

+6, If any RV LGE
Ecnun nmeetcs nioboe MHI B cTeHkax NpaBoro Xenynouka, To K Wwkane nobasnsercs 6 6annos
O6LLee BO3MOXHOE KonnyecTso 6anioB no Lwkane QALE ¢ yueToM BOBNIEYEHMS TPaBOro xenyaodka — 18 (12+6)

JLonoNHUTENbHbIE AaHHbIE:

Cemwnotuka npu MPT AL-amunonno3s TpaHCTUPETUHOBLIN aMUIONA03
MHpekcupoBaHHas macca mvokapaa JDK YMepeHHO noBbIlLeHa 3HaunTeNbHO NOBbILLEHA
+ <100 r/m? + 100 r/m?
YTONLLEHNE MEXOKENYL04KOBON U MeXNnpeacepaHon MeHee BblpaxeHo Bonee BblpaxeHo
neperopoaku
MHC + Menee BbipaxeHo + bonee BbipaxeHo
+ YacTto amddyaHbIn cy6aHaoKapananbHbIi naTTepH  + YacTo anddy3Hblii uav TpaHCMypasbHbIi NaTTepH
+ QALE <13 6ansoB HaKonneHus
+ QALE >13 6annos
HatunBHoe T1 — kapTupoBaHue + 1050-1150 mc + 1050-1150 mc
+ OTHOCMTENBHO HeBObLLIOE NOBbILLIEHWE BpeMeHn T1  + Bonee BbipaxeHHOe NoBbiLLeHVe BpemeHn T1
3HayeHne BHeKNeTo4Horo o6bema ECV + MoBbiweHne >40% + Mos.biwexne >40%
+ OTHOCUTENbHO HebosbLoe NoBbieHe ECV + Bonee BbipaxeHHoe noBbieHne ECV

Cokpauenus: JIK — nesblin xenynodek, MPT — MarHuTHo-pe3oHaHcHas Tomorpadus, MHI — no3aHee HakonneHve ragonmHnii-coaepKallero KOHTPacTHOro BeLLEecTBa.

Knwou (nHTepnperanus):

Cymma 6annos no wkane QALE [vnartos
QALE <13 6annos AL-amunonpos
QALE >13 6annos TpaHCTMPETMHOBBIN aMnIona03
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