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IIpoexr
ATpHO-BEHTPUKYJIsIpHas Ookaa
AHTaroHucTsl BuTamMuHa K
ApTtepuanbHoe 1aBlIeHUE
AHTHOTEH3UH-TIpEBpamiaronmi GepMeHT
OeTa-aipeH00I0KATOPHI
OJIOKATOPBI KATBIIMEBBIX KAHAJIOB
OJIOKATOPBI PEIIENITOPOB aHTHOTEH3WHA 11
BHE3aIHasl cep/ieyHasl CMepTh
BBIXOJHOM TPAKT JIEBOTO KEITyA04YKa
runeprpoduyecKas KapAuOMHUOIIATHS
TUNEepPTPOdUs JIEBOTO KEITyI0UKa
TPaJUeHT JaBICHUS
UacTONMYecKas TUCHYHKIMS (quacTonnueckas QyHKIus)
JIe30KCUPUOOHYKICHMHOBASI KHCIIOTA
JTBYXKaMEpHas AJICKTPOKAPAUOCTUMYIISIITUS
KEITyI0YKOBAs SKCTPACUCTOIUS
KEITyT0UKOBAs TAXUKAPAUS
MHTHOUTOPHI aHTMOTEH3UH-TIPEeBpaIiaroniero Gpepmenra
MMIUIAaHTUPYEMBIN KapiuoBepTep-aehudpuuisiTop
Nudapkr muokapaa 6e3 00CTpyKIIMN KOPOHAPHBIX apTepHid
KOpOHapoaHTHorpadus
KOHEYHO-/IMACTOJINYECKOE JJaBICHNE
KOHEYHO-/IMACTOJINYECKUI 00beM
«Ka4eCTBO JKU3HU»
KOMITbIOTEepHAs TOMOTpadust
JIETOYHBIN BEHO3HBIN MOTOK
JIEBBIN KEITyA04YEK
neBasi HOXKKa mmydka ['uca
JIEBOE IIpeNicEpane
MEXOKETyI0UKOBas IEPeropoaKa
MHUTpaJIbHBIN K1anaH
«MHOKapAUATIbHBIA MOCTHK
MO3IrOBOM HATPUMYPETUYECKUHN TIENITUL
MUTpaIbHasI PETypruTaIus

MarHMTHO-PE30HaHCHAas ToMorpadus
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IIpoexr
ischemia with non-obstructive coronary arteries (nmemus 6e3
00CTPYKIIH KOPOHAPHBIX apTepHii)

TeH TsHKENOH e 3 - MUO3UHA

T'eH JTU30COM-2-aCCOIIMUPOBAHHOTO MEMOpaHHOTO Oenka 2
myocardial infarction with non-obstructive coronary arteries (uadapkr
MHOKap/a 6e3 00CTPYKIIMH KOPOHAPHBIX apTEpUii)

N-koHueBoii pparmenTt npenmectseHanka MHVYII

v2 - cyObenuuuil AM®-3aBUCHUMO# TPOTEMHKHHA3HI

American Heart Association (AmeprkaHckast acCCOLUAIMSI Cep/IIia)
American College of Cardiology (AMepukaHcKast KOJUICTHS
KapIOJIOTOB)

TPaHCTHUPETHHOBBIA aMHJIOUI03 MyTAaHTHOT'O THIIA
TPAaHCTUPETHHOBBIA aMHJIOUI03 «IUKOT0» THIIA

European Association of Cardiovascular Imaging (EBpomneiickas
acCOIMAIUs TI0 CEPACYHO-COCYTUCTOMN BH3yaTH3aIlin)

European Society of Cardiology (EBporneiickoe o01miecTBo
Kap/IOJIOTOB)

kana pucka BCC mpu 'KMII

KJIacCHU(pUKAIUSA KapIHOMHOIATHI
Hero-Mopkckas accoruanyst KapIuosioros
World Heart Federation (Bcemupnast henepariust cep/ma)

systolic anterior motion

TepmuHbI 1 onpeeeHUs

I'uneprpoduueckas kapauomuonatus (I'KMII) - renetndecku oOyciioBieHHOe 3a00JIeBaHNE

MHUOKapJia, XapakTepusyroleecss rumneprpodueit Muokapnaa yeoro (Oomee 1,5 cm) w/mm
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146  MmpaBOro  JKENYAOYKa, 4Yalle aCUMMETPUYECKOTO  XapakTepa 3a CUY€T  YTOJIICHHS
147  MEXXKETyJOYKOBOW MEPEropoJIKH, YTO HE MOXKET OOBACHATHCS UCKIIOUUTEIHHO MOBBIIICHUEM
148  Harpy3Ku JaBJIICHHMEM M BO3HHUKAIOLIEE IIPU OTCYTCTBUU APYTOrO CEPAEYHOIO WIM CUCTEMHOIO
149  3aboseBaHus1, META0OJINYECKOTO MIIU MTOJIMOPTAaHHOTO CUHIpOMa, cBsi3anHoro ¢ I'JIK.
150 Y poACTBEHHHMKOB NepBOM JUHUM poacTBa kputepueMm ['KMII sBisiercst yBennueHre TONIIMHBI
151 crenku JODK no 13—-14 mm.
152  OOcTpykTHBHasi runeprpoduyeckass kapauomuonatus (OI'KMII) — d¢opma ['KMII,
153  CONpPOBOXKJAIOIIASCS HApyLICHHMEM BHYTPUCEPACYHOM TIE€MOJUMHAMHUKUA B BHUJIEC HIPENATCTBUA
154  cucronumdeckomy usrHanvio u3 JDK w/mmm nmpaBoro sxemymouka (IDK), uro mpuBomut K
155  yBenmueHuto rpaguenta nasinenus (I'/]) B BeixomHoMm Tpakte JieBoro w/wimm [DK skemymouka
156  (BTJIK; BTIDXK).
157  TI'JI’K BTOpPMYHOIO reHe3a — yHUBEpCaJlbHAsi KOMIEHCATOPHO NMPUCIIOCOOUTEIbHAS peaKys B
158  OTBET HA U3BECTHBIN reMOJMHAMUYECKUN WK APYroi (akTop
159  Joruneprpopuueckas craguss I'KMII — stan B pa3Butum 3aboieBaHus, NPU KOTOPOM
160  OTCYTCTBYIOT TpH3HAKd THIEPTPOdHUn MUOKapa, OIpeaeilseMble C  IOMOIIBIO
161 BU3YaJIN3UPYIOIIUX METOIHUK.
162  CyoOxkaunnueckasi craauss I'KMII — stan B pa3Butum 3aboseBaHusi, Npu KOTOPOM HET
163  KJIMHHWYECKOW CHMIITOMAaTUKH, XxapakrepHoil mist ['KMIL.
164 I'enorun(+)/penornn(-) - HOCUTEIIN MATOJOTHICCKOM MyTaIluH, accoruupoBantoi ¢ 'KMII,
165  nmorumeptpoduueckas u cyoknuHuueckas craguu ['KMII.
166 ~ Bo3pacT3aBHMCHMAsi NEHETPAHTHOCTb - YBEJIWYEHHWE YAaCTOThI BBIABICHUS (EHOTUMMYECKUX
167  npuszHakoB ['KMII, onpenensembix ¢ nomonibo pyTHHHbIX MeTo10B (DKI', 3XOKT), cpenu
168  HOCHUTEJEH MATOr€HHBIX TEHETUYECKUX BAPUAHTOB 110 MEPE MOBBIILIEHUS BO3PACTA.
169  Bue3anHasi cepaedHasi cMepTh (BCC) — HeHacuiibcTBeHHAsA, 00ycIOBIeHHAs 3a00J€BaHUSIMU
170  cepAla cMepTb, MaHU(ECTUPOBAaHHAS BHE3AIHOM MMOTEpeil CO3HaHUs B T€UEHUE MEPBOro vaca ¢
171 MOMECHTA ITOSIBJICHUS OCTPBIX CUMIITOMOB.
172 Crparudukauus pucka BCC — onpeneneHre HeE3aBUCHUMBIX HPEIUKTOPOB, ONPEAEISIONINX
173 BeposTHOcTh pucka BCC y mamueHToB C ONpEAENEeHHOW CEpAEYHO-COCYAUCTOM MaTOJOTUEN.
174  Hlkana pucka BCC nmpu I'KMII («<HCM Risk — SCD») pexomenayeTcst B KauecTBE METOJa
175  ouenku pucka BCC.
176  IlepeaHe-cHCTOJIMYECKOE IBHKEHHE CTBOPOK MHUTPAJIBHOIO KJANaHA — JBUKEHUE CTBOPOK
177 MK B cucrony k MXKII BmioTs 10 KacaHus (MUTpajbHO-CENTAIbHBIN KOHTAKT), yYaCTBYIOIIHUN B
178  cozmanmu obctpykumun BTJDK - anrmosseraneni tepmun — Systolic anterior motion (SAM)-

179  syndrome.



IIpoexr
180 bazanbHas oOcTtpykumsa (ooctpykumsa B BTJIZK) — npensitctBue Ha ypoBHe BTJDK
181  cucrtonuueckoMy u3rnanuto u3z JOK
182  CpenHe-keJIyI104YKOBasi OOCTPYKLIMSA - IPEMATCTBHE CUCTOJIMYECKOMY KPOBOTOKY B CpeIHEH
183  yactu nosioct JIOK, Ha ypoBHE cpeuHHbIX cermeHToB JIK.
184  «Kaaccuveckuii penorum» I'KMII - mopdo-dyakimonanpaeii henorun I'KMII, npu kotopom
185  couetatorcs acummerprunas I'JDK (runeptpoduss MIXKII), ymensmennsiii pasmep noioctu JOK u
186  obctpykums BTJDK.
187  JlatenTHass oO0cTpykumsi — remoauHamuveckas (opma obcrpyktuBHo ['KMII, mpu kotopoii
188  MIpEmATCTBUE CHUCTOJIMYECKOMY WH3rHaHni0 w3 JDK BO3HMKaeT TONBKO NpU Harpyske WA
189  MPOBOKAIIMOHHBIX IPOOax.
190 HebaarompusitHoe pemojaenupoBanme (anri.- adverse remodeling) - ¢dunanbHas craaus
191  aJanTUBHBIX U JI€3a/IaliTUBHBIX M3MEHEHUW B mopakeHHOM oprane. [Ipu 3tom HabmromaroTcs
192  «cmemaHHbie» Mop(ho-GyHKIHOHANbHBIE (EHOTUIBI - THUIEPTPOGUUECKUN+TUIaTAlMOHHBIH,
193  runeptpoUUeCKUi+pEeCTPUKTUBHEIN, 1, KaK IPABUIIO, YMEHBIICHHE CTETIEHU TUIIEPTPOQHH.
194  PacmupeHHas (cenrTajibHas) MHOIKTOMHS — olepauus, Biimrodaromas pesexkuuro MOXKII B
195  OosbpmieM o0O0bEMe, YeM TMpHU CTAaHJAPTHOW CenTaJbHOM MHOdKTOMuM 1o A.Morrow,
196 ~ MOOWNIM3AMIO W PE3eKUUI0  TUMNEePTPOPUPOBAHHBIX  MANWUIAPHBIX MBI U
197  runepTpoUpOBAHHBIX MBIIICYHBIX TPAOEKY (aMMKaIbHO-0a3a]IbHOTO MBIIIEYHOTO ITyYKa).
198  Pemykumsa MIKII — xupypruueckoe (CM3D, PMD) unu sunoBackymsipuoe (CAA) BozzaeiicTBue
199 1o yMeHbleHuo ToaumHel MOKIL.
200 CexBeHHpOBaHHEe HOBOI0 MOKOJEHHSl paclii(poBKa CTPYKTYpHI JIECATKOB M COTEH I'€HOB
201  ompenenaeMas OTHOMOMEHTHO.
202  CenTajbHasi MUOIKTOMMSA — OTI€pAIlMsl pe3eKIIMU MUOKapaa B 6a3zanbHbIx cermeHTax MOKII.
203  YpoBeHb A0CTOBepHOCTH Joka3zateiabcTB (YIJI) — creneHb YBEpEHHOCTH B TOM, 4YTO
204  HaiineHHBIH A(Q(EKT OT MPUMEHEHHS METUITUHCKOTO BMEIIATEIhCTBA SIBISIETCS NCTUHHBIM.
205  YposeHb y0eaurTeabHOCTH pekoMeHnaauuii (YYP) — crenenb yBepeHHOCTH B IOCTOBEPHOCTH
206  >ddekra BMEIIATENbCTBA U B TOM, UYTO CJI€JOBAaHHE PEKOMEHIAIUSAM IIPUHECET OO0JIbIIE MOJIb3bI,
207  4eM Bpela B KOHKPETHOM CUTYallUH.
208  ®enoxkonusi T'KMII - 3aboneBaHue ¢ W3BECTHBIM ATHONATOT€HE30M U (PEeHOTHUIIMYECKU
209  moxosxee Ha ' KMIL
210 denHoMeH «dissaray» - OecropsIOUHOE pACIOIOKEHHE KapJAHNOMHOLMTOB U MBIIIEYHBIX
211 BOJIOKOH.

212
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213 1 Kparkasa uadopmanus no 3a00/1eBaHUI0O WIH COCTOSTHUIO (TpymIe

214 3a200J1eBaHUI MJIHA COCTOSIHUI)

215

216 1.1 Iruosorud u MOﬂeKyJIHpHLIﬁ naToreHes 3a00J/ieBaHUA UJIH COCTOSITHUS
217 (rpynnbi 3a001eBaHU WJIH COCTOSTHUH)

218

219 Itnogoruss 'KMII

220

221 I'KMII sBisieTcsi TeHeTUYECKU-00yCIIOBICHHOM MaToJoTuel, uaeHTU(UIHUpoBaHbl 6oiee 20

222  TPUYUHHBIX TEHOB CBs3aHHBIX ¢ pazButHeM [ KMII. ['enetnueckuii CkpuHUHT 8-MH Hambosee
223  YaCTBIX  MPUYMHHBIX TEHOB, KOJHUPYIOIIUX pPA3IUYHbIC OCNKH KapJUOMHOIIUTOB - JIaeT
224  BO3MOXKHOCTH ONpEAETHUTh MPUUMHY 3a0oneBanus npumepHo B 60% cmyuaes [8, 30, 31, 33, 44,
225 98,129, 186, 194, 195, 219, 222, 225, 259, 418].

226 B ocnoBe paszsutus ['KMII naubonee uacTo jekaT MAaTOT€HHbIE BapHaHTbhl B TeHaX,
227  KOJMPYIOIIUX COKpaTUTEIbHbIE Oeiaku capkomepa — MuO3uH (MYH7) MHO3HMHCBSI3BIBAIOIIHIA
228  o6emok C (MYBPC3), aktun (ACTC), tpororua (TNNI3, TNNT2, TNNC) [26, 29, 30, 31, 33, 44,
229 83,98, 129, 186, 194, 195, 225, 259, 413]. .

230 Ha noinro maTorennsix BapuantoB B reHax MYH7 u MYBPC3 npuxoaurtcst 0KoJ10 moJI0BUHBI
231  Bcex ciyuaeB pazButus [ KMII. Manudecranus KIMHHUYECKUNH MPOSBICHUM MPHU JBYX CaMbIX
232 pacmpoctpaHeHHbix Mmyrtammsix MYHwu MYBP-C Bo3moxkna B mro06om Bospacte. /JleOrot
233 3a0oseBaHUs B JIETCKOM U IOJPOCTKOBOM BO3pacTe, a TAKXKE y MOJIOABIX B3POCIBIX YacTo
234  accoluupoBaH C ceMelHoi ¢opmoil 3aboneBanus U Oonee TsxenbiM TeueHuem [30, 31, 33,
235 83,96, 98, 129, 186, 212, 225, 413].

236 PazButne 'KMII na ¢gone myrauuit B rene TNNT2 accounnpoBaHo ¢ GOJBIIMM PUCKOM
237  passutus cuagapoma BCC Ha ¢one ymepennoro yBenuderus: Tonmuuabl MXKII u 6onee Hu3kumu
238 mokazatensmu Maccel muokapaa JIK [29, 30, 31, 33, 39, 44, 49, 80, 83, 98, 129, 168, 169,170,

239 171,194, 195, 259, 222].

240
241 B OonbuinHCTBE Cily4aeB maTOreHHbIE BapHaHThl, accoruupoBanHble ¢ ['KMII mpencrasistor

242 co0oli yHHWKaJTbHBIA 3aMEHBI, OMMCAHHBIC OJHOKPATHO WJIM BCETO JJIS HECKOJBKHX CIIy4aeB;
243  yacToTa KaXJOoW Takod 3aMeHbl cpeau Bcex reHerndeckusx npuunH ['KMII ve npesbimaer 1%
244 [44,49,90].

245 B psane cinydaeB (5-7%) 3aboneBaHue MoOKeT pa3BuBaThcsi Ha ¢oHe 2-X, 3-X U Ooiee
246  TIATOTCHHBIX BapWaHTOB. YacTo BCTpedaeTcss KOMOWHAIMM MyTalMid B TE€HaX, KOIHPYIOIIMX
247  capkoMmepHble Oenku. B 3TOM ciydae 3abosieBaHue XapakTepusyercs 0ojiee paHHUM Je0I0TOM
248  (4acTo B JIeTCKOM BoO3pacte), Oombliel creneHpto runeptpopun MOKII u Gonee BBICOKHM

249  puckom passutus cuaapoma BCC [31, 33, 83, 94, 129,136, 170].
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250 Pazeutne TKMII Ha ¢QoHe matoreHHbIX BapMAHTOB B TeHaX HHUTOCKeJeTa YacTo
251  accouuupoOBaHO C coyeTaHHbIMU nopokamu cepaua (AMIIIL, JAMIKII), a Takxke npusHakamu
252  HekommakTHOro Muokapaa [31, 33, 74, 323,].
253 [TaToreHHsle BapuHaHTBhl B TIeHAX, KOJIUPYIOUIUMX OEIKH LUTOCKENeTa, MOHHBIX KaHAaJIOB,
254  CTPYKTYpy Z-AHMCKOB M JIpyrHie BHYTPHUKJIETOUHbIE CTPYKTYphI omnpeneistor pazsutue ['KMII B
255  15-20% [31, 33, 74, 94, 212, 323].

256 Mouaexyasipublii nartorene3 I'KMII
257
258 B ocnoBe wmonekynspHoro mnaroreHe3a ['KMII, accoumupoBaHHOW € IMAaTOr€HHBIMU

259  BapMaHTaMH B IeHax, KOJUPYIOIIUX OENKH CapKoMepa, 4acTo JISKUT HAPYIICHHE KaJbI[MEBOTO
260 romeocraza, IOBBIIICHHE YYBCTBUTEIBHOCTH MHO(DUIAMEHTOB K HMOHaM Kalblui. OTO
261  TOpOSBISETCS B YCUJICHHHM CHUJIBI COKpAIllEHUs CapKoMepa B CHUCTOINY, CHW)KEHUH CTEIEeHU €ro
262  pacciaOieHusl B TMAcTONy Ha ()OHE MOBBIMICHHBIX TOTpeOHOCTEH Kapauomuonuta B AT®D, uto
263  BJIIEUET HAPYNICHWEC  BHYTPUKIECTOYHBIX  CHTHAJIBHBIX  IPOIECCOB W  PEAKTHBAIIMIO
264  KOMIIEHCATOPHBIX YMOPHOHAILHBIX IPOrpaMM rumnepTpoduueckoro pocra [83, 219].

265 Ha ypoBHe KapIMOMHOLMTOB MJaHHBIE TMPOIECCHl MPUBOASAT K TMOBBIIICHHIO  CHUHTE3a
266  SMOpHOHAIBHBIX (POPM CAPKOMEPHBIX OCITKOB M aKTUBAIIMEH KWHA3HBIX CUTHATBHBIX KACKaJIOB,
267  o0ecmeunBarOMUX Mpolecckl coocTBeHHO Turnieprpoduu KMII, mpommudepanuu Gudpodiacros,
268  Tpanchopmaruu  pubpobiactoB B MHOPUOPOOIACTHI u  aucOanaHc B CHCTEME
269  kosmarexoimsal7, 10, 11, 12, 83, 219, 368].

270 Ha rwHcrosormueckoM ypoBHE OTpaKCHHEM MIPSIMOTO JNEUCTBUS  «IIPUIHHHOTO»
271  TEHETHUYECKOr0 BapHaHTa W  MOJCKYJSIPHOTO IaTOreHe3a SBISICTCS  JMCKOMIUICKCAITUS
272  KapAMOMHUIIMTOB M MBIIICYHBIX BOJIOKOH - (eHomen «disarray», ¢ubpo3 pas3Hoil crerneHu
273 BeIpaxkeHHoctu [7, 10, 11, 12, 18, 20, 31, 33, 83, 143, 219, 207, 303, 326, 399,].

274

275 ITHOJIOTHSA U MOJICKYJSAPHbIN nmaroreHe3 ¢penoxkonnu 'KMII
276
277 3aboseBaHrs TEHETUYECKOW M HETeHETUYECKOW MPHUPOJbl, Mo MOpdho-GyHKIIUOHATEHOMY

278  ¢enoruny cxoxux ¢ 'KMII, HO nmeroiee OTINYHBINA OT HEE ITHONATOTEHE3 U, CIEA0BATENBHO,
279  moaxoAbl K Tepanuu Ha3eiBaroT GpeHokonusmu ['KMIIL.

280 Haub6ounee yacto Bctpevaromuecs penoxonuu I'KMII npeacrasnens! B Tabnuie 1. (Tabauna
281 1. [punoxenue b ).

282 [50, 60, 71, 95, 102, 116, 117, 142, 143, 263, 306, 310, 318, 336, 341, 394, 402, 416, 421, 422]:

283

11
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284 1.2 TlaTtoreHe3 CHMITOMOB ¥ CHHJAPOMOB 3200/1eBAHUS UJIM COCTOSTHUSA

285 (rpynnsbi 3a00/1€eBAHMH WJIH COCTOSTHUH)
286
287 [Tatrorene3 I'KMII Ha opraHHOM ypOBHE 3aKJIOYAeTCS B COBOKYIMHOCTH HECKOJIBKHX

288  cunHmpomoB: obctpyknuu BTJDK, wmmemun MuoOKapna, CHCTONMYECKOW — JUACTOJIMYECKOU

289  muchynkuuu JDK, apurmuaeckom u XCH.

290 Cunapom o6crpykunn BTJIK
291 B cosmanum  oOctpykmmm  BTJDK  y4acTBYHOT  CTPYKTypHBIE, KHHETHYECKHE H

292  reomerpuueckue (akropsl [175]:
293 1. CrpykrypHble aHOMaIUU

294 - Cyxenue BTJIDK runeprpoduposannoit MXKII (ymensinenue crenenu odctpykiun BTIDK

295  mociae MuodkToMun/CAA 00yciIoBIEHO BO3/ICHCTBUEM Ha 3TOT (HaKTOP)

296 - IIC]] (mepeane-cucronuyeckoe ABMxkeHHe) CTBOpoKk MK
297 - YmeHblueHHas nojocts JOK
298 - AHOMAIMW TNANWUISPHBIX MBI (M JpyrHe Majible aHOMalIWH cepiamna) (runeprpodus u

299  muciokanus, no6aBouynas [TM)

300 - AnuKanbHO-0a3adbHBIA MBIIIEYHBIN MYyYOK

301 2. Kunernueckue ¢paxropsl — runepcokparumocts JUK u yckopenne kpooToka B BTJDK
302 3. T'eomerpuyeckue GpakTopsl

303 - Ilepennee cmemenue MK, Touka koantanuu ctBopok MK cmemiena 6mmxe k MOKIT [109]

304 - Manblif aopTo-MHUTpasibHBIN yroia (<120°)

305 Yem Oonpuie (pakTopoB MMeEETCs y KOHKPETHOIO MAaIlMeHTa, TeM OoJiee BBbIpa)KeH

306  cunzapom obctpykunu BTJDK.

307  Ilepeane-cucronuueckoe 1BuxkeHHe cTBOpoKk MK o0ycrioBieHo cienyromumu pakropamu:

308 - Anomanuu ctBopok MK (yanuHeHue, H30bITOUHOCTD);

309 - Hapymenue koopauHauuu KpoBoToka B nojoctu JOK B paHHIOIO CHCTOIy, B pe3yJIbTaTe 4ero
310 ma crBopku MK neficTByeT cuia, ciBuraromas ux B cropony BTJIK [217, 325];

311 - Anomamuu xopa MK;

312 - MeHbllee COOTHOILIEHHUE AMUHBI mepenHeil u 3aaneit crBopok MK (<1.3) mpu stom ToOuka

313  koamnraiuu ctBopok MK cmemaercs knepenu ommke k BTJIK [174, 359, 369 .

314 VY nmanueHToB C JATEHTHOM OOCTpyKLHEH, MPOBOLUPYIOUIUMHU €€ (aKkTopaMu SBIISIOTCS

315  yBenmueHue cokparumoctd JDK mnpu Harpyske, NpHUBOIAIIEE K YMEHBIICHHIO KOHEYHO-
12
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316  cucronuyeckoro padmepa JOK u nepennemy cmeniennto MK, yckopenue kpootoka B BTJDK B
317  mepumon cuctousbl, ycyryomnstomee [1CJ] MK [354].
318 VY mnamuentoB ¢ I'KMII moxer ObITh Ja0mibHas OOCTPYKLHUS, XapaKTEpU3YIOIIAscs
319  3HAYMTENbHBIMM CIIOHTAaHHBIMH KoJjeOaHMsIMHU BHyTprkenynoukosoro ['JI 0e3 Buaumoit

320  mpuumnsbl [150].

321 Kpome ob6ctpykumun BTJDK, y ©Oompupix ['KMII  Moxxer  Habmomarbes
322 cpemHexkenynoukoBas oOcTpykmus. CpenHeKenynouKkoBas OOCTPYKIUS pa3BUBAETCS Yy
323  mauueHtoB ¢ rumneprpodueil cpenuuHbix cermeHToB MOXKII mu, kak mpaBmio, B COYETaHUH C
324  runeprpodueit manmIApHeIX Mblr [ 122, 255, 420]

325 [Tpu komOunupoBanuoii runeprpodpun (MXKII+anukaabHbIE CETMEHTBI) MOXET OBIThH 2-

326  ypoBHeBas 0OCTpYyKIHMs (CpeMHHO-KeTynoukoBas + Ha ypoHe BTJIK) [165].
327

328 Cunapom nmemuu Muokapaa JIK
329
330 Y manuenTtoB ¢ 'KMII npu WMHTaKTHBIX KOPOHAPHBIX apTEPHUSAX MOXKET Pa3BHBATHCS HIIEMUS

331 wmuokapaa. B aHriosseiuHO#M amrepatype ucmoab3ytor tepmuH INOCA  (ischemia and

332 no obstructive coronary artery) [294].

333
334 @DakTopbl NMPUBOAAIINE K HIIIEMHUH MHOKAPAA:
335 - OTHOCHUTEJIbHAsI KOPOHAPHAs HEIOCTATOUYHOCTh (YMEHBIIICHHE pe3epBa KOPOHAPHOTO KPOBOTOKA

336  mpu BbIpaXCHHOU THNEPTPOdUN)

337 - umeMus CcyO’HAOKapIMAIbHBIX CJIOEB MHOKapJa 3a CYeT KOMPECCHM HWHTpaMmypalbHbIX

338  KOpOHapHBIX apTEpUH.

339 - OTHOCHUTENbHAsI KOPOHApPHAs HEOCTAaTOYHOCTh (YMEHBIIEHHUE pe3epBa KOPOHAPHOTO KPOBOTOKA

340  mpu BbIpaXEHHOU rUNepTpodun)

341 - mepuBAacKyJIApHBIA (UOPO3 — MpH 3TOM HHTpaMypalbHble KOPOHApHbIE apTepUU HE MOTYT
342 pacuMpUTbCS BO BpeMs (U3MYECKON Harpy3Kd KOTJa BO3pacTaeT MOTpeOHOCTh MHUOKapjAa B

343  KHUCJIOpOJIe U TPeOyeTCsl yBEIMYEHHE KOPOHAPHOTO KPOBOTOKA.

344 - BPOXICHHAA MATOJIOTHUSA KOPOHAPHBIX apTepI/Iﬁ - «MHUOKApAWAJIbHBIC MBIIMICYHBIC MOCTUKW» U

345  MHTpaMypaJbHOE PacCIOJIOKEHNE BETBEN KPYITHBIX KOPOHAPHBIX apTepuil.

346 - TOMHUMO TMIE€PEUMCICHHBIX NpUUuH, y 15-25% Oo0nbHBIX HAOMIONAIOT COMYTCTBYIOLIUI
347  arepockiIepo3 B JIUKAPAMAIBHBIX KOPOHApHBIX apTepusx (B cTaplield BO3pacTHOM Tpymme

348  MAIMEHTOB).
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YV mammenoB ¢ 'KMII moxker pa3BuBathcsi mHpapkT muokapaa (M) kak 2 tuma, (6e3
aTeporpom603a), Tak 1 UM 1 tuma. (Pucynok 1. INpunoxenue b ) [1,2,16, 18, 20, 43,85, 124,
139, 201, 237, 269, 271,317, 348, 367].

Cunapom nuchynxnmnu JIZK

Juacmonuueckan gynkyusn JIZK MoxeT ObITh HapyIlIeHa YK€ Y HOCUTEIICH MyTaIluu, B
noruneprpoduueckoit craguu ['KMII - renotumn(+)/denorumn(-) [211].

ITpu I'KMII HapymieHus KacaroTcs JBYX OCHOBHBIX JIETEPMUHAHT JUACTOJIMYECKOTO
HanonHeHus JK — akTHBHOM penakcanuu ¥ pacTsHKUMOCTH MUOKapaa. ['uneprpodus Muokapaa
per se BBI3bIBACT HAPYILIEHUE aKTUBHOTO pacciiabiieHus. XaoTHYECKOE PacIoIOKEHHIE
COKpPATUTEIbHBIX 2J1eMEeHTOB (disarray) ¥ MHTepCTULIMATBHBINA (PUOPO3 TPUBOIAT K CHIIKEHUIO
nogatiuBoct JUK, U, Kak ClIeICTBUE, K BO3PACTAHUIO CONMPOTUBIICHUS HanoJHeHUIO JIK 1
MOBBILICHUIO JABJICHUS HaroiaHeHus. B HadanbHbix ctagusx ['KMII HapyiieHo ToJIbKO
aKTUBHOE pacciiadicHne MUoKapa, mpu 3toM jaasienue B JII1 ve yBenuueno. 1o mepe
porpeccupoBanus runepTpoduu, pazsutus Gudpo3a, HapacTaHUs CTEIECHH MUTPAIbHOMN
pEeryprutanuu, NpucoeAMHEHUS HIIEMUU MUOKapAa 1UaCTOIMYECKUE HapyLIEHUsI HapacTaloT,
npuBoJs K yBenudeHuto nasieHus B JIII (coorBercrBenHo u k yBenuuenuro K/ JDK). Taxxke
BBIPXCHHAS TMACTOIUYECKas TUCHYHKIUS MOKET IIPUBOIUTH K PA3BUTHIO JISTOYHON
THIIEPTEH3UH Y HEKOTOPBIX marueHToB (JII' y 50% cumnromubix maruentos) [105, 148, 173,
211, 243].

Cucmonuueckaa gpynxyusa JIZK MoXeT OLIECHUBATHCS KaK I0 MapaMeTpaM COKpPAaTUMOCTH, TaK U

0 00OBEMHBIM TTOKA3ATEISIM.

- I'moGanpHas cuctonuueckas Qynkuus JOK, oneHnBaemast mo mapaMmerpaM COKpaTHUMOCTH, Y
6onbHbIX ['KMII cBepxHOpManbHasi, 4to BelpakaeTcst Beicokoid @BJDK. Cnenyer yuects, uTo
nokazaresib ®B npu ['JDK wm wmanenbkoM JIDK MOXKET HEKOPPEKTHO XapaKTepHU30BaTh
COKPaTUMOCTb. PernonanbHas CHCTOJINYECKAS byHKIMS JDK TE€TEPOreHHA:
runeptpodupoBanHble cerMeHThl JIDK T'MIIOKMHETHYHBI (CHHM)KEHAa CTeNeHb CHCTOJIUYECKOro
YTOJIICHUS u nedopmarus), a HerunepTpopupoBaHble CErMEHTBI UMEIOT
HOPMAaJIbHYIO/CBEpXHOPMAJIbHYIO COKPAaTUMOCTb.

- OOBbeMHBIM NOKa3zareneM cuctoiandecko ¢pynkiuu JDK sBiserca BennuuHa yagapHoro oobema
(YO). IIpu I'KMIT u ymenbmennom JOK (mansiii KJIO) YO cHuxkeH, HECMOTpPSI Ha BBICOKYIO
OBJIK. Takxke cHUKEHA BO3MOXKHOCTD Ipupocta YO npu GU3NUECKOi Harpy3Ke.

- Cucronuueckas ¢yakuus JOK, ananuzupyemast mo CUCTOIMYECKON aedopMalium, MOKeT ObITh
Hapy1ieHa yxxe y Hocutenedt ' KMII-myTanuu, Ha goruneptpodudeckoil CTaaui.
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383 - Ilpm mporpeccupoBanuu 3aboieBaHus (HeOIAronpusATHOE pemojenupoBanue, adverse
384  remodeling) B nuiartanoOHHOW CTaavK HAOJIIOMACTCS, YMEHBIICHUE CTCIEHU TUIepTpodun
385  («BBIrOpaHHUE), CONMPOBOXKIAEMOE CHIKeHHeM oOmied cokpatumoctu JDK (B < 50%) [5,
386 65,66, 79,105, 135,148, 168,171,173, 243, 249,].
387
388 II’K mpu I'KMII:
389 -V 30-44% namuentos ¢ ' KMII HabGnronatoTcst CTpyKTypHBIE B (DYHKIIMOHAIBHBIE HAPYIICHUS B
390 IDK. Kpurepuem runeprpoduun muokapaa IDK cuntaercs yBenmuuenue Toimuubl crenku [DK >

391 5 mm. Tommmua muokapaa IDK > 10 MM cunrtaercs sxctpemansHoii I'TIK [236].
392  T'umeprpodus IDK B eaHUYHBIX ciiyyasix ObIBaeT n30iMpoBaHHOM, 0e3 ['JTDK.

393 - CrpykrypHoe pemoaenupoBanue I[IK B 15-90% mnpuBOoguT K BHYTPUKEITYJOUKOBOU
394  OOCTpYyKIMH, KOTOpasi MOXKET ObITh Ha ypOBHE cpeauHHBIX cermeHToB IDK mim Ha ypoBHe
395  BeixoxHoro Tpakta ITK [131]. Kpurepuem Hanmnuus ooctpykimu BTTDK cunTaercs yBenunueHue

396  rpaauenta aasienus B BTTDK > 16 mm Hg B mokoe [365].

397  Cucmonuueckaa oucgynxkyusa IIJK nposiBiseTcs yMEHBIICHHEM NPOIOJILHONW aedopmanuu
398  IDXK, mpu srom apyrue mokazatenu cucronundeckoir ¢pynkiuu [DK (TAPSE u s’ narepanbhoit

399 YJaCTH TPUKYCIIUAAIIBHOTO KOJ'ILI_[a), KakK IIpaBUJIO, B MPCACIaX HOPMaAJIbHbBIX 3HAYCHUH.

400  Juacmonuueckaa Oucpynkyua IDDK B HadanpHBIX CcTamusx xapakrtepusyercs E/A<I,
401  yBenmuenueM RV DecT (Bpems 3amemieHusi KpoBoToka B (a3zy panHero HamosHeHus 1K),
402  E/e’>6,0. IlokaszaHo, 4ro Hanu4ue auactonmyeckoi auchynkipm DK sBisercs npeaukropom

403 BCCu XCH [3,4,5,6,7, 131, 236, 297, 355, 365].

404  BHe3amHasi cep/ie4Hasi CMepPTh:

405 B ocHoBe natorene3a BCC nexart (aranbHble HapyllI€HNUs PUTMa, BbI3BAHHbIE UILIEMUEH
406  MHOKapja u 3eKkTpuyeckoil HectabuabHOCTHIO. BCC uare o6yciosinena OXK (62.4%),
407  Opammapurmusimu (16.5%), KT tumna «Torsades de pointes» (12.7%) u XKT (8.3%)

408  [15,20,24,37,57, 106,110,128, 154, 156, 240,411, 412,429].

409

410
411

412  CHHKONBI:

413 CuHKONATBHBIE COCTOSTHUS MOTYT OBITh OOYCJIOBJICHBI KaK apUTMHYECKHUMHU, TaK M
414  reMOoAMHAMUYECKUMH MNpudnHaMu. K TeMoauHaMHUYEeCKUM MPUYMHAM OTHOCSAT CHUTYaTUBHOE
415  yBenuyenue ooctpykiuu BTJIK (¢dbusndeckas Harpy3ka), BEI3bIBAIOIIEe 3HAYMMOE YMEHbBIIIEHUE

416  ynapHoro oovema M maaeHue AJl, a TaxkKe CHIKEHHE NepUPEpUUYECKOro CONPOTUBIICHUS B
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pe3ysbTaTe HeaaeKBaTHOW Ba3OAMJIATALIMH, B TOM YHCII€ Ba30-BarajabHbie oOMopoku. [70, 163,

350, 417].

OuOpUILIAIMS TPeACepaAMii:

DaKTOpBhI:

- «IIpencepaHas MUOMATUs» - MoKazaHo, 4to Gpynkuus JII1 Hapymena y HocuTeneit Myrauuu B

JOKJIMHUYECKON CcTaawu 10 pa3Butus runeptpoduu|134].

- CTpyKTypHOe (aunaTtamusi) W ¢yHKIHOHanNbHOE pemojenupoanue JIII, mpuBopgsiiee k

BHGKTqueCKOﬁ HECTAOMIIBHOCTH

- UHTepcTHIMANBHBIN Gudpos JIIT [82, 304].

XpoHnyeckas cepAeYHasi HEAOCTATOYHOCTh

DaxkTOopHI:

- ymenbieHHbId JOK (Mansiit K/1O) u, Hecmotps Ha Bicokyro @BJDK, mansiit YO JDK
- HECTIOCOOHOCTH YBEIIMYHTH B JOJDKHOU creneHn YO npu GU3NUECKOil Harpy3Ke

- ooctpykuus BTJIK, BHocsmas Bkiaa B ymenbiienue YO

- cucronmuueckas guchyakmus JDK  npu  mporpeccupoBanmu  ['KMII, ocoGenno B

JUIIaTallMOHHOM CTauu (MieMusi Muokapa, nuccuaxponus JDK)

- nuacronmnueckas auchynkuus JIK (bubpos muokapna, nossimenue qasienus B JIIT u KJI)
- MUTpaJbHas perypruranus (BHOCUT BKJIa/ B OBbIIeHHe qaBieHus B JIIT)

- HapymeHus putma (PII)

- nerounast runeprensus [105].

[82, 105, 146, 168, 188, 190, 230, 249, 349].

1.3 DnmuaemMuosiorusi 3a00jeBaHUA WIN COCTOSTHMS (TPYyNIbI 3a00/1eBaHUl WU
COCTOSTHMI)

[Ipu T'KMII Her uyerkoil reorpaguueckod, S3THUYECKOM WM TOJOBOH CTPYKTYpPbI
pacpeneneHus.
['KMII — nmpakTHuecKd eIUHCTBEHHOE KapAHOBAaCKYJSIpHOE 3a00jeBaHHE, KOTOPOE MOXKET

MaHU(ECTUPOBaTh B JOOOM BO3pacTe 4ejJoBeKa OT MJaJeHuYecTBa J0 TIyOOKoil crapocTH (c
16
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nepBbIX gHEH U A0 90 jeT), mpu 3TOM, CpPeIHHMA BO3pacT OOJNBHBIX MPHU YCTAHOBKE TUArHo3a
cocrasisieT 30-40 ner.

CorynacHO J1aHHBIM 3IHJIEMUOJIOTUYECKUX HCCIICOBAHUN, TPOBOJUMBIX B Pa3HbIX YaCTIX
cBera, pacnpoctpaneHHocTh ['JIK, kak Hambonee ocHoBHoro (enorurma 'KMII cocraBiser
1:500 B oOmieli momynsanuu. B pa3HBIX BO3pacTHBIX Koroprax oHa Bapbupyercs oT 1:500 mo
1:200.

[Ipu npumenenun Oosiee YyBCTBUTENBHBIX MeTon0B Bu3yanuszauuu (MPT, KT) u Gonee
HIMPOKOM HCIOJIBb30BAaHUM TE€HETUYECKOIO0 TECTUPOBAaHUS U KaCKaJHOTO CKPUHHMHTA MJis
POJICTBEHHUKOB IE€PBOM JIMHUHU POACTBA, pacmnpoctpaneHHocTh ['KMII coorBerctByer 0,6 %
(1:167).

Yacrora B 0o0meil momynsuuu mpesbimaer BeTpedaemocts 'KMII B kapauonoruueckoin
MpaKTHUKE, TaK Kak OoJbIlas 4YacTh MAalMEHTOB SBISIOTCA OECCUMITOMHBIMH M OCTAIOTCS
HeuAeHTU(UuIUpoBaHHbIMU. [Ipy BBIABIECHUM TUNEPTPOPUHU Cepalia B CTapIIUX BO3PACTHBIX

rpymnmiax u TonmuHe creHku JDK 13 MM um MeHee HEOOXOAMMO YyUHUTHIBATh BO3MOKHOCTb

denoxonmit ' KMIT u Bropuunoit I'JIXK [31, 33, 136, 219, 221, 351, 430].

1.4 OcobeHHOCTH KOAUPOBAHMS 32001€BAHUS UJIH COCTOSIHUSA
(rpynmnsi 3a00/1€eBaHUl WIH COCTOSTHUI) M0 MexKIyHAPOIHOMH CTATHCTHYECKOI
Kiaccupuranuu 00Jie3Hell U podJeM, CBA3AHHBIX CO 310POBbEM

142.1 — O6cTpyKTHBHAS runepTpoduyecKas KApANOMUONATHUS

142.2 — [Ipyrasi runeprpodguyeckas KapAuOMHUONATHS

1.5 Kaaccudukauus 3a60/ieBaHUs] U KIHMHUYECKAs] KAPTHHA 3200/1eBaHUS WIH
COCTOSIHUA (TPynnbl 3200/1€BAHNN WIN COCTOSTHUIA

B HOBCGI{HGBHOﬁ KIIMHUYECKON IMMPAKTUKE MPUMCHAIOT HCCKOJIBKO KHaCCI/I(i)I/IKaHI/IOHHI)IX

MOAXO0J0B — KIIMHUYECKHUH, MOP(POIOTHIECKUNA, TEeMOJUHAMUYECKHUMN, TeHETUUECKH.

KinHuveckue BADHAHTHI TEYEHHUS
['KMII 3aboneBanue, XapakTepU3YIOILEECs BBIPAKEHHONH TI'€TepOreHHOCThIO, KIMHUYECKHX,
MOP(OJIOTHUECKUX XapPaKTEPUCTUK 3a00IE€BAHUS

1. beccuMnToOMHOE MM MaTOCUMIITOMHOE T€UEHUE,

2. CumnToMHOEe TeueHHe (CTaOUIBbHOE TEUCHHE U OCIOKHEHHOE).
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- Cra0unbHoe, pno0pokadyecTBeHHoe TeueHue (y = 25%  OosbHBIX
0eCCHUMIITOMHOE), XapaKTepU3yeTCsl MPOJOIKUTEILHOCTBIO KU3HU KaK B 00mIei
nomyssiiiae (75 et u 6oee)

- QuOpwIsUUs NpeAcepAdii — TapoKCH3MajbHas, IEPCUCTUPYIOIIAS WIIH
noctostHHas (0T 25 10 30%), accoruupoBaHHas ¢ CEPICUYHON HEIOCTATOUYHOCTHIO
pa3IMYHOM  CTENEHU  BBIPAXKEHHOCTH U TIOBBIIICHHBIM  PUCKOM

TPOMOOIMOOTUIECKUX OCIIOKHEHUH, BKITFOYAsi HHCYIIBT;
- XCH: ycuneHue OJBIINIKH, CIab0CTH, YTOMJISIEMOCTH, B COYETaHHE WIH 0e3

0osieBoro cHHApOMa (aTHIMMYHBIE 0OJIM, CTEHOKAP/NS) U JAPYTHMU CUMIITOMAaMH,
NOSIBJICHHNE TPECHHKONMAIBHBIX W  CHHKONAJIBHBIX  COCTOSIHMW, apUTMHHU,
nporpeccupoBaie cepaeunoi HemoctarouHoctd -1V ®K (NYHA) npu
coxpaHeHHOH cuctonmueckord ¢yakmuu JDK.  dopmanm3oBaHHBIA TOIXO,
npetoskenHsiii Rowin E.J., Maron M.S. u coasr. (2017) K olicHKE BapHaHTOB
KJIMHUYECKOTO TEUCHHS TMpeiaracT YYHUThIBATh y IAalMEHTa OJHOTO M OoJjiee
oxroro cuuapoma (XCH + @II), (XCH + BCC), (®IT + BCC), (XCH + ®II +

BCC) u ucnonb3oBanue TepMHUHA «Iporpeccupyromee» teuenre ['KMIIT
- «KoHeuHnasi cragusi»: JaJbHEWIIEe NMPOrPECCUPOBAHUE SIBICHUH 3aCTOMHON

CepAEYHON HEI0CTAaTOUYHOCTH, CBSI3aHHOM C OCJIOKHEHHBIM PEMOJICTUPOBAHUEM U
cuctonnueckoit nucynkuuent JOK (qunaranumonnas craaus ['KMIL.
- BepxyumeyHas anespusma JIZK - nmpu oOcTpyKuuu cpegHeil yacTu MoJIOCTH

JIOK ( cpenne-xenynouxoas ' KMII), peaxuii BapuaHT TeUCHUsI

3. BCC 06e3 npenmectBytomeii cumnromatuku (Takke BCC mMoxkeT oTMeuarscs mpu
mobom Bapuante TeueHus ['KMII, Ho Hambomee pacmpocTpaHeHa y MOJOIBIX

MalUEeHTOB, B TOM YHCJIE O€CCUMIITOMHBIX < 35 JIeT, BKJIFOYasi CHIOPTCMEHOB).

OcHOBHBIE KIMHHUKO-MOP(OIOTHYECKIE BApUAHTHI TEUEHUS U UCXOJIbI 3a00JIeBaHUS TIPU
['KMII npencrasnens! Ha pucyHke 2. (Pucynok 2, Ipunoxenue b) [9,11,13, 27, 28, 31, 33,
65,66, 68, 74,125, 127,128, 171, 184, 191, 192, 227, 333, 385].

I'emoanHaMuYecKH NPUHIMI KIACCUPUKALMH

B 3aBucumoctu OT Hanmuuus WM OoTcyTcTBUs obctpykumu BTJDK B mokoe u mpu

Harpyske BbLICISOT cienytonue BapuanTel [’ KMII:

- veooctpykruHas [ KMII: T'Jl 8 BTJK < 30 MM pT.CT. B IOKO€ U MPH HArpy3Ke

18



520
521
522
523
524
525
526
527
528
529
530
531
532
533
534
535
536
537
538
539
540
541
542
543
544
545
546
547
548
549
550

551

IIpoexr
- ooctpykTuHas ' KMII: I'J] 8 BTJIK > 30 (50) MM pT. CT. B IOKOE | ITPH HarpysKe.
- narentHas ooctpykiwms: ['J] 8 BTJIXK < 30 B nokoe u > 30 (50) MM pT. CT. Ipu Harpyske.

(moapobuee kputepun odctpykuuu BTJDK cM. B pazaene «Jlmarnoctukay)

Mopdoaornyecknii npuHmun kiaaccupukannu 'KMII
1. Acummerpuunas popma 'KMII
a. T'mneprpodust MKII (+/- BoBeuerne [12K)
I. BasanbHoit yactu MOKII
ii. CurmoBumnas MKII
iii. Tuneprpodus Bceit MIKII
Iv. JlBosikoBbimykimas MOKIT (aHri. «reverse Curve») — mperuMyIIeCTBEHHO
CpeIHEeKeIyI0YKoBasi runiepTpodus, yacto ¢ BopiedeHuem [1K.

V. Kom6unuposannas (MXII + gpyroit otaen JIK unu I1K)

b. Anwukansnas runeptpodus (+/- cpenunubie cermenTsl JIK)

c. T'mmeprpodust npyroii crerku JIK (6okoBast, 3aaHsisI)

2. Cummerpuunas popma 'KMII

B otedecTBeHHOIl M 3apy0eXHOW JHTEpaType WHOTAA HCHOJIb3YyeTcs TepMHUH <«auddy3Has»
runeprpodus JDK, mox KOTOPHIM MOXKHO MOHMMATh KOMOMHHPOBAaHHYIO (IMyHKT 1.a.V.) wiu

cummMmeTpruaHyto runeprpoduro JOK.

Ilo cmenenu gvipasxccennocmu cunepmpouu:

1. «YwmepenHass» (B QHIIOA3BIYHOW JIUTEpAType HCHOIb3YyeTcsi TepMuH «Mmildy») -

(MaxkcumanbHas ToamuHa cteHku JIK < 18 Mm)

2. TlpomexyTouyHas

3. DkxctpeMmanbHas (MakcuMaibHas TonmuHa cTeHku JOK > 30 mwm)

IMpennoxena kaccudukaius kapauomuonaruit MOGE(S), (2013) kotopast BbIIEIACT HE
TOJIBKO «KJIaccudeckue» Mop(o-(yHKIIMOHATBHBI (DEHOTHUIBI (THIEPTPOPUUECKUH,
JMIIATAIIMOHHBIN, PECTPUKTUBHBINA, apUTMOT€HHAS TUCTIIA3Ms), HO CMeIaHHble (eHOTHITHI (TTpH

['KMII — cm. tabmuiy 2). (Tabmuua 2. Tpunoxenue b) [13, 29, 50, 159].
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2 JIlmarHocTuka 3200/IeBAaHUA UJIH COCTOSTHUSA (TPyNNbI 3200/ 1eBAaHUI WIN
COCTOSIHMI), MEAMIIMHCKHE NTOKA3aHUA M IPOTHBOINOKA3aHUA K
NPMMEHEHUI0O MEeTOI0B IHATHOCTHKH

2.1 Kputepun auarnosza F'KMII

Kpurepuem nuarnosa I'KMII y B3pocibix sABisieTcs yBenrueHne Tomunbl creHku JDK B
OJIHOM HJu OoJiee cerMenTax > 15 Mum (onpezaesnsemMoe J00bIM BU3YATH3UPYIOLIIIM METOIOM -
OXOKI/ MPT/ KT), kotopast He 00BSICHSAETCS UCKIIOYUTEIIPHO YBEIMUYCHUEM HArpy3Ku
JaBiieHueM. Y POJCTBEHHUKOB Mpobania kpurepuem nuarnosa I'KMII sBnsieTcs TommuHa
crenku JK = 13-14 mm [33].

JlmarHocTuKa MOKET OBITh 3aTpyaHeHa B cuTyarusax couetanus [ KMII u AT, y
croptcmeHoB u Ap. Taxoke quarno3 ['KMII tpebyet uckmouenus ¢penoxornuii ['KMIT (cm.
paznen «[KMIT u AT'»).

Kpurepuem Bosneuenus IDK nmpu 'KMII sBisiercsa yBenndyenue tommuHsl creHku 1DK >
5 mm, a Tonmmuaa muokapaa IDK > 10 mm cumraercs skcrpemanbroit I'TDK [203, 221].

Kputepuem nuarnosa o6ctpykruBHoit ' KMII GonbmMHCTBO €BpOIIEHCKUX
uccienosareneil cuutaet ['Jl B BTJDK > 30 MM pT.cT. B IOKO€ MM IPOBOLUPYEMBIiA, HO
reMOJIMHAMHUYECKHU 3HaunMas ooctpykuus mpu ['J1 > 50 mm pr.cT.[33, 298].

AMepHKaHCKHe UCCIIeIoBaTeIN KpuTtepueM auarnosza ooctpykrusHoi ['KMII cuuratot
I'1 B BTJDK > 50 MM pT.cT. B TOKO€ WM POBOLMPYEMBbIH. [ MpOBOKALMY MTPEAJIaraeTcs
Harpy3ouHas mpo0a, a He mpoba BanbscanbBbl, T.K. ObLIO TTOKa3aHo, 4To Mpoba BanbcanbBel He
000a/1aeT J0CTaTOYHOM dyBcTBUTENBHOCTHIO [31, 33, 202].

ITpu 'KMII, xpome cybaopTanbHONH OOCTPYKIIMK MOXKET HaOII0AaThCs CpeiHe-
KeNyJOUKOBast 0OCTPYKIUs B COUETAaHUM ¢ CyOaopTabHOM niu uzonupoBanHasd. Kpurepus I'/]
JUIsL CpeAHEe-KeTyJ0YKOBOI 0OCTPYKIIMU HE BEIPAaOOTaHO.

Kpurepuem obctpykiuun BTIDK cuuraercs ysennuenue ['JI 8 BTIDK > 16 mm pr.cT. B
nokoe [365].

2.2 Kaao0bl M aHAMHE3

» VY Bcex OONMBHBIX PCKOMCHAOBAaH JIeTaJbHBIM aHaAIU3 ’Kaj00 M aHaMHe3a.

» Ocoboe BHHMaHUE PEKOMEHAyeTCsS OOpaTUTh Ha BBICOKYIO BEPOATHOCTH CEMEHHOTO

reHe3a 00JIe3HH, OTATOMICHHOCTh HACIEIOBAHUS 110 MYXCKOM HJTH XKEHCKOW JnHusIM. [31,

33].
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587 » PexomeHayercs oOpaTuTh 0co00OC BHHMAHHWE Ha JKajJoObl Ha OJBIIIKY, OIIYIICHHE
588 cepauednenus, pasHooOpa3Hbie OOJEBBIC OLIYIICHUS B CEPJIlE, TOJOBOKPYKEHUE,
589 cunkorre 6e3 sBHbIX npusHakoB XCH. [8, 20, 31, 33, 34, 36].

590  KommeHnTapuii: Muozue nayuenmoi He UMeIOm HCAL00 Uiy OHU MALOSHAYUMENbHBL. B makux ciyuasx ouaznos

591 CMAasUMCes CLY4auHo Uil NO pe3yabmamam CKpUHuHed.

592 Ilpu pabome ¢ maxumu nayuenmamu 0era0m aKyeHm Ha NOOPOOHbILL PACCIPOC O NEPEeHOCUMOCIU DUULECKUX
593 Haepy3ok. [ondicen Ovimob peuter 6onpoc 006 OMAUYUU UCIMUHHO20 OMCYMCMBUS CUMNINOMO8 Om a0anmayuu 3da
594 cuem obpasa dcusnu, nymem npogeoeHus mecma ¢ MakCUMAIbHOU NEPEHOCUMOT PUUYECKOU HAZPY3KOU U OYeHKU
595 buomaprepos XCH 6 ounamure.

596 Baowcno nomnume, ymo manupecmayus knunuueckux nposenenui I'KMII 6 mono0om u noscuiom eospacme

597 umeem cyujeCmeeHHble pasiuius.

598 » Monoodou o3pacm accoyuuposan ¢ cemetHol Gopmol 3a60ne6anusi U SGIAEMCs  GANCHOU
599 O0emepMUHAHMON MANCeCMU MeYeHUs, PUCKA HeICeIamenbHbIX KapOUOBACKYIAPHLIX COObImuLl,
600 Odokasaunnwiti gpakmop pucka BCC.

601 » Iooicunoii 6o3pacm accoyuuposan ¢ HecemMeunou Gopmoi 3abonesanus u komopouonocmoio (Al
602 UMT/oxcupenue, oucrunuoemus, U6C

603  Heobxooumo yuumvisams éce, 6 mom uucie OOnoaHUmenvhuvie «Hosviey paxmopul pucka BCC npu

604 cempamugpuxayuu pucka BCC y nayuenmos ¢ cemetinvim anamnesom BCC, 6 sospacme 0o 35 nem, ocobenno y
605 HOocumeinel NAMO2eHHbIX 8APUAHIMOS, 8 MOM YUCILe Y POOCMEEHHUKO8 npobanda - 2enomun (+)/penomun(-).
606 (cm. coomseem pazdenvt)

607 Ilpu coope cemetinozo anamueza obpawarom enumanue: OvLau U y poocmeennukos ykazanus na BCC, XCH,

608 CUHKONAlbHble COCMOAHUA, UMNIARMUPOBAHRHbLE 9KC, UHCyslbm 6 MONOOOM eo3pacme u ()pveue CUCMEeMHbLIE

609  zabonesanus

610 B pazeepuymoii cmaduu 3abonesanus npu I'KMII naubonee wacmoimu dcanobamu a61s10mesi 00bluiKa,
611 cHudicenue moaepanmuocmu k¥ OH, pasnoobpasuvie Oonegvie owyujenus 6 epyoHou Kiemxe Kapouanieuieckozo
612 /UL CMEeHOKApPOUMUYecKo20 Xapakmepd, HAPYWeHUs PUmma cepoeurol oesmelvHocmu (nepebou, yuaujeHHoe

613 cepoyeduenue), 201080KPYICEHIUe, Npe-, U CUHKONAIbHbIEe COCIMOSHUSL.

614

615

616

617 2.3 duzukajabHoe 00cje10BaHUe

618

619

620 e VYV Bcex OOJNBHBIX PEKOMEHAYETCs CTaHAapTHOe (U3UKAIbHOE 00C/e0BaHUE CEP/IeYHO-
621 COCYAMCTON CHCTEMBI, BKJIOYAIOLIee ayCKyJIbTallMio cepima, usMmepenue AJ[ (mpu
622 HEOOXO/IMMOCTH — TIOBTOPHOE, a TakKXKe JieXa, CHJf, CTOs), MaJbHalMio IyJbca,
623 usmepenne UYCC (mpu PIT - nepunut myabca).

624 [31, 33, 61, 91, 123, 166, 319].

625

626 YYPB, Y2
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627
628  Kommenrtapum: ¥V nayuenmog ¢ oocmpyxyueii BTIDK sviasisromess mMHo2ue munuyHvle 0COOEHHOCHU,
629  ekmI0Yas HeEYCMOUYUBOCMb APMEPUATLHO20 NYAbCA, CUCMONUYECKUU WYM U3CHAHUA 1O JE€BOMY
630  cmepHarbHOMY Kparo, KOMOPbvIld NPOGOOUMCS 00 NPABO20 BEPXHE20 KPAsi 2PYOUHbl U 00IACmU  8epXyuKY
631  cepoya.
632  OcrosHou duacnocmuyeckuti npusnax oocmpyxkmusrou I KMII — epybuii cucmonuueckutl wiym evlopoca,
633  Komopbili GbIAGIAIOM HAO 6Celi NOBEPXHOCb Cepoyd, C MAKCUMYMOM HA GePXYWIKU U 8 YemEEPMOM
634  meoxcpebepve cresa om epyounvl. CuUCmMOIUYECKUN WYM — HUSKOYACMOMHbBIN, HOCUM Xapakmep
635  KpeweHO0-0eKkpeueHoo, 8bICIYUUBAEMCS B00b 1€8020 Kpas 2PYOUHbL U YCUTUBAETNCA NOO 8030eUCmaueMm
636  gaxmopos, ysenuuUBAIOWUX BHYMPUNCETYOOUKOBbIL 2pAdUenm OasleHUs: nepexo0 8 BepMUKATIbHOe
637  nonoodiceHue, OuHamMuUHeckas husuveckas HaASpy3Ka, MaAxukapous, npuém nuwy, npoba Banbcanwvewi,
638 npuém 8az00ULAMamopos.
639  boavwuncmeo nayuenmog c¢ OBTJDK marxoce umelom ayckyibmamuenvie HPUSHAKU MUMPATLHOU
640  pezypeumayuu. Co cmopousl Opyeux cucmem u opearnog npu I'KMII 0b6biuHO KIUHUYECKU 3HAYUMBIX
641  omnonenuii nem [31,33,53,61].
642

643 e Pexomenayercs oOpaTuThb BHHMMAaHHE Ha BHECEpACYHbIE NPOsBIEHUS 3a00JieBaHuS,

644 ykaspiBatone Ha penoxornnu [KMII. [50, 60, 95, 102, 117, 142, 143, 263, 313, 316, 341,
645 342, 416, 421, 422].

646 EOK IB (YYP A, Y/12)

647

648  KommenTapuii. [Ipusnaxu, nosgoaarowue npednonoxcums ouazros gpenoxonuu I'KMII npedcmasnen 6
649 mabauye 3, Hpunoocenue b.

650
651
652
653

654 2.4 JlaGopaTopHasi IMarHOCTUKA
655

656 . VY Bcex OONBHBIX PEKOMEHJIYETCSl PYTUHHOE JTA0OpaTOpHOE OOCIEI0BaHNE, BKIIOUYAIOIIEE
65KJIMHUYECKUN aHAIM3 KPOBU W OOIIMM aHAM3 MOYH, OMOXMMHUYECKH aHAIU3 KPOBU (XOJECTEPUH,
65&purnuiepuabl, kanui, Hatpuit, ACT, AJIT, MoueBuHa, KpeaTUHUH, OUTUPYOUH, TITIOKO34) .

65¢31,33, 296]

660 YYPC,YIAI4

661

662 KommenTapmii:  pymumnoe  nabopamopHoe obcnedosanue nomozaem 8bIABUMb
66dKCcmpakapouanrbHbvle COCMOAHUS U CORYmMcmeylouue 3a001e8anuss, Komopvle MO2ym Gbl36ams Uil

664Xy 0uums MUOKAPOUATbHYIO OUCHYHKYUIO U COCOsIHUE NAYUEeHMA.
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665 e boneaeim I'KMII pexomenmoByeTcs ompezesieHre KoHieHTparuu N-TepMUHaIBHOTO
6661p0-M03roBoro Harpuitypernueckoro mentuaa (Nt-proBNP) B mrasme [5, 7,11, 33, 104, 105].
667 YYPB,VII1
668

669 KomMeHTapmii: 6vlcoxuili yposeHb M03206020 Hampuiypemuueckoeo nenmuoa (MHII, Nt-
67@roBNP) u evicoxocneyuguueckuii cepoeunvii mpononun T accoyuuposanvl ¢ OCMpuiMU CepOeyHO-
67rocyoucmoimu coovimuamu, CH u nebnrazonpusmuvim npocnozom. Y 6onvnwix ' KMII nosviuenue Nt-

67ProBNP csszano c svipasicennocmoro /] u I'JDK, msoicecmovio pynkyuonanvuwix napyuernuti[9 ].

673

674

675 o PekoMeHayeTcs JIONOJHUTEIBHOE JadoparopHoe OOCeJIOBaHWE TMPH IOJO03PCHUHM Ha
676 KoHkpeTHyto penokonuio I'KMIT [31, 33, 60, 95, 102, 105, 313, 325, 421,422, 427].

677 EOK IC (YYPC, Y1)

678  Kommenrapuii. Hexomopvle noxaszamenu, no3eoiswowue no3gosoujue npeonorodicmub KOHKPemHblil
679  ouaenosz gpenoxonuu I'KMII, npusedenst 6 mabnuye 3. (Tabauya 3, Ipuroscenue F).

680

681 KommenTapuii. /' KMII smo ouacno3 uckmouenus. Denokonuu, smopuunsie u cneyuguieckue

682  mpuuunel IJDK u I'TDK 0ondichbl Obimb UCKAIOUEHDL.

683

684 CTparTerusi reHeTH4€CKOr0 TECTUPOBAHMUS U CEMEHOr0 CKPMHUHTA

685

686 e MeauKo-reHeTHYECKOE KOHCYJIbTUPOBaHNE PEKOMEH0BAHO MIPOBOJHUTH
687 npodeccuoHanamu, oOy4Y€HHBIMH B ITOW CIEHUATBHONH 00NIacTH M pPadOTAOMIMMU B
688 MYJIbTHIUCIHIUTMHAPHOM KoMane. [50, 128, 219, 228, 323].

689

690 EOK ll1aC (YYP C, YA/ 5)

691

692 e MeauKo-TeHETHYECKOE KOHCYJIbTHPOBAHUE PEKOMEHIOBAHO MPOBOIUTH BCEM OOJBHBIM C
693 I'KMII, He 3aBHCHMMO OT TOr0, IJIAHUPYETCS JIM UCIOJIb30BAHUE KIMHUYECKOTO WIIU
694 TreHEeTHYECKOT0 CKpMHUHTA poacTBeHHHMKOB. [31, 33, 94, 96, 120, 128,178, 219, 228, 323,
695 413, 424].

696

697 EOK IB (YYP A, Y]] 2)

698 KommenTapmii:  Bce nayuenmvt  00M4CHbL OblMb NOTHOYEHHO OCBEOOMAEHbI O CMbICAE U
699 SBHAYUMOCTU, BO3MONCHBIX €20 Pe3yIbmamax, uxX KIUHUYECKOM 3HAYEHUU, d MAKdice 8 Yeiom No
700 BONPOCAM HACACOCMBEHHOCHU CEPOEUHO-COCYOUCBIX 3000/1e8AHUIL.
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PexomMeHaanuM 10 reHeTHYECKOMY TeCTHPOBAHHIO IPOOAHI0B
e ['‘enernyeckoe TectupoBaHue pexkoMeHayercs nauveHram ¢ ['KMII, ecnu Bo3MoOKHO

NPOBE/ICHUE KACKaTHOTO MeHETHYECKOro CKpUHHMHTra pojcTBeHHuKoB. [31, 33, 94, 120,

212, 219, 228, 413, 424].

EOK IB (YYP A, Y1 2)

° PGKOMGHI[yeTCH, YTOOBI TCHETUYCCKOC TECTUPOBAHUC BBIITOJIHAJIOCH B
CepTI/I(I)I/II_[I/IpOBaHHbIX JUArHOCTUYCCKUX JIa60paT0mex C DOKCICPTHBIMHM HAaBBIKaMH B

UHTEPIpETANd MYyTalluii, CBA3aHHBIX ¢ Kapauomuomatusmu [94, 128, 212, 219, 228,

323, 413, 424].

EOK IC (YYP C, VII 1)

o HpI/I HaJIMYUU CUMIITOMOB U ITPHU3HAKOB 3360HeBaHI/IH, npcamnojararomux q)eHOKOHI/II-O
FKMH, PCKOMEHAYCTCA TCHECTUUCCKOC TCCTUPOBAHUEC W APYIHMC MCTOABI JJIs1

noaTBepkaeHus quarnosa [31, 33, 94, 95, 96, 50, 219, 228, 263, 323, 421, 422].

EOK IB (YYP A, Y]I]I 2)

Kommenmapuri

T'enemuueckoe mecmuposanue y nayuenmos c 1 7K nesacrnoeo eenesa u moawurou
cmenku 13-14 Mm pekomeHO08aH0 NPoBOOUMb MOJILKO NOCIE 0emMalbHO20 00C1e008aAHUS
(éxntouas MPT ¢ konmpacmuposanuem) u KOHCUTUYMA MYTbMUOUCYUNTUHADHOU

KOMAHOOUL CReyuaiucmos.

e [locMepTHOE reHETHUECKOE HCCIIeIOBaHUE 00Pa3Il0B 3aKOHCEPBUPOBAHHBIX TKAHEH WITH
JIHK pexomeH10BaHO MPOBOAMTH JUIsl YMEPIIUX IMALUEHTOB C MaTOMOP(OIOTUYECKU
noarBepxkaéuHon ['KMII, 49ToOBI HWMETh BO3MOXKHOCTH BBITIOJIHATH KaCKaHBINA

TCHETUYECKUH CKpUHUHT pojacTBeHHHKOB. [31, 33, 94, 313, 323].

EOK l1aC (YYP C, V]I 2)
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735  KommeHnrtapuii. /lposedenue cenemuuecxkoeo ckpununea npu I KMII mosicem Hocums OuazHocCmuydecKuil
736  u npeduKmueHbwlii Xapaxmep.
737 B nepsom cnyuae cememuueckas OuacHOCmMuKa — SGAAEMCA  HACBIO  UHCMPYMEHMO8
738  OuacHOCmMuYecKoeo NOUCKA U NPU38aHa NOMoub 6 noomeepycoenuu ouaznoza I'KMII npu nanuuuu
739 cmepmoil unyu HENOIHOU KIUHUHECKOU KAPMUHbLL, a MAK)Cce  HATUYUU CUCTEMHBIX NpPOSAGTIeHUl
740  3abonesanus unu 0as uckaroyenus genoxonun I'KMII [8, 26, 29, 30, 31, 33].
741 Oyenka 6x1a0a KOHKPEMHO20 — 2eHeMmuyecko20 Gapuanma  OOMJCHA — NPOBOOUMbCS 6
742 coomememcmeue ¢ peKOMEHOAuUAMU — AMEPUKAHCKOU  KOMRecuu  MeOUYUHCKOU  2eHemuKu
743 (American College of Medical Genetics and Genomics - ACMG) om 2015 2o00a, omeuecmeenHbiMU
744 pexomenoayusamMu, paspaboOmManubiMu HA UX OCHOBe, d MAKICe PAOOM UX MOOupuKayuli u OONoIHeHUl,
745  paspabomannvix 013 omoenvo é3samuix 2enos [323].
746 Hna I'KMII ob6szamenvHbim 01 uHmepnpemayuu  OOKYMEHMOM 8  OONOJHeHUe K
747 ebliuenepeuucioeHHbIM S6NAEMCs PYKOBOOCME0 no oyenke eapuanmoé ¢ 2ene MYH7. [186].
748 Oyenka namoeenHHol 3HAYUMOCMU  BbIAGIEHHBIX BAPUAHMOG OOMJICHA NPOUCXOOUMDb  C
749  00A3amMeNnbHLIM UCTOTB30BAHUEM MENCOVHAPOOHBIX 0a3 OAHHbIX O Yacmome U NAMO2EHHOU poau
750  eememuueckux eapuanmos, maxux kax Clinvar, ClinGen, Varsome, Exac, and Gnomad [169, 170].

751
752 Pexomenganuu mo TF€CHETUICCKOMY U KIIMHUYICCKOMY TECTUPOBAHUIO B3POCJIbIX

753 POACTBEHHHKOB:

754 e KackaaHblil reHETUYECKHI CKPUHUHT IOCIIE MPEABAPUTEIBHOIO MEIUKO-TEHETHIECKOIO
755 KOHCYJIbTUPOBAHHS PEKOMEH/IYETCSI B3POCIIbIM POJICTBEHHHKAM MEPBOM CTENICHH POJCTBA
756 00JIbHBIX, IMEIOIINX ABHYIO MaTorennyro myranuio [31, 33, 94, 96, 167, 186, 219].

757  EOKIB (YYPA, Y1 2)

758

759 o Kiunuueckoe obcnemoBanue, Bkmtouatoniee OKI', axokapauorpaduio, U JUIUTEIHHOE
760 JTUHAMHUYECKOe HAOJIOJCHHE POJICTBEHHUKAM TIEPBOM CTEIIEHH POJCTBA, Y KOTOPBIX
761 BBISIBJICHA Ta JKE sIBHAS MMaTOreHHas MyTalus, 4To u y npobanma [31, 33, 94, 96, 167, 192,
762 227, 424].

763 EOKIC (YYPC,¥YI11)

764

765 e POJICTBEHHUKOB TMEPBOM CTENMEHU POJACTBA, Y KOTOPHIX HE BBISBICHA Ta K€ SBHas
766 MaTOreHHas MyTalus, 4TO U y MpobOaHa, PEKOMEHIYEeTCS BBIBECTH W3 JAIBHEUIIETro
767 JTUHAMHYECKOTO HaONIOJIEHUsl, HO C peKoMeHaanued oOpaTHThCcs 3a TOBTOPHBIM
768 o0cyIeIoBaHUEM, €CIIH Y HUX PA30BBIOTCS CHUMITTOMBI MJIH TIOSIBSITCSI HOBBIC PEICBAHTHBIC
769 naunnble [31, 33, 94, 136, 167, 178].

770 EOK llaB (YYP A, Y/ 3)
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771 e FEcam sBHOW mNaTOreHHOW MyTaluM y TpoOaHAa HE BBISIBICHO, WJIM TEHETHYCCKHI
772 CKpUHHMHT HE TMPOBOAWICA, KiIMHHYeckoe oOciemoBanne ¢ DKI' m sxokapaumorpadus
773 PEKOMEHI0BAHO MPEAJIOKUTh POJICTBEHHUKAM IEPBOIl CTETIEHN POJICTBA KaXKble 2-5 JIeT
774 (umu 6-12 MecsleB, eciii UMEIOTCS JUArHOCTUYECKH He3HauuMble aHomanuu) [31, 33,
775 94, 167].

776 EOK IlaC (YYPC, VI 2)

777

778 IIpeouxkmuenulii 2eHemuueckuil CKPUHUHZ OCHOBAH HA UCNOb308AHUU UHDOpMAYUU O

779  KOHKDEemHOU 2eHemuuecKkol npuduxe 3a001e8aHus, UOeHMUDUYUPOBAHHOU ) Npobamoa, O0is
780  ompedeneHuss HOCUMENbCMBA OAHHO20 BAPUAHMA Y €20 pOOCmEeHHUKo8. Llenvro OdanHo20
781  CKpuHuHea AGNAEMCA  OnpedeieHue  HeoOXOOUMOCMU  pecyNApPHOU  OUCHAHCepu3ayuu U
782 NpuyenbHo20 KIUHUYECKO20 HAONIOO0eHUs 8 Clyuae HOCUMENbCmEd NAmO2eHHO020 apuanmad, d
783  makoice UCKIIOUEeHUe HeoOX0OUMOCMU MAKO20 CKPUHUHEA NPU OMCYMCMEUU HOCUMeNbCmed
784  namocernnHo20 sapuarma.

785 Ilpu npogedeHuu KACKAOHO20 CKPUHUH2A YJEHO8 cembU NpPoOAHOA pPeKOMeHOYemcs
786  couemamb €20 ¢  KIUHUYECKOM  00CIe008aHUEM  CepOedHO-COCYOUCMOU  CUCEMbl
787  (anamnecmuueckue Oanuvle, 0OvekmusHwvii ocmomp, OKI' u IOXOKI — cm. pucynox 3
788  Ilpunooscenue bB) 0ns onpedenenus cezpecayuu  GbIAGIEHHO20 BAPUAHMA C  (PEHOMUNOM
789  3abonesanus unu 015 UCKTIOYEHUs OAHHOU ceepecayuu. Jlannas ungopmayus modcem Oblmo
790  8adcHa npu oyenKe CmeneHu Namo2eHHOCMU BbIAGIEeHHbIX 8APUAHMOE8 U UX Klaccuurayuu 6
791  coomeemcmeue ¢  Kpumepusmu — AMEpUKAHCKOU — KONNe2UU  MEeOUYUHCKOU  2eHemuKu
792 (American College of Medical Genetics and Genomics - ACMG) [169].

793 Cywecmseyem «0annbHas MoO0eby NPOSHOSUPOBAHUS BGEPOSMHOCMU OOHAPYIHCEHUS
794 ceHemuueckux 6apuanmos 6 2cewax, Hauboree pacnpocmpauenuvix npu 1I'KMII, komopas
795 @KmIOUaem: 603pacm NAYUEHMA, HCEeHCKUU NOJA, Haludue apmepuanbHOu 2unepmeHsul,
796 mopgonocuro MKII no muny «reverse curvey u coommnowenue moawunvt MOKII/3CIDK. Cymma
797  6annos < 2 npedckazviéaem HU3KYIO 8EPOSIMHOCMb OOHAPYHCEHUS 2eHeMUYeCKUX 8apUuanmos 8
798  mpuuunHblx 2eHax, naubonee pacnpocmpanennvix npu I’ KMIT (Tabnuya 4, [punoscenue b) [68,
799 74,120, 148, 178, 186].

800

801

802 2.5 HHcTpyMeHTAJbHASl TUATHOCTHKA
803

804  DuexkrTpokapauorpadus u mouutopupoBanue IKI'
805  Pexomenaanum no saexkrpoxkapauorpaduu npu I'KMII.
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IIpoexr

e [IIpoenenue OKI' (B 12 oTBeneHUsIX) pEKOMEHIYETCs MPHU MEPBUYHOM OOCIIEIOBAHUHU BCEX
6ombHBIX ¢ nogo3penuem Ha 'KMIT u B mponecce aunamudeckoro Hadmoaenus npu ['KMIL
[31, 33, 133, 166, 185, 246, 415].

EOK IB (YYPA, YA/ 2)

e [TloBropHas perucrpanus OKI' pekomenayercs y nanuentoB ¢ 'KMII B ciydae yxyamenust
cumnromaruku [31, 33, 133, 166, 185, 246, 415].
EOK IB (YYPA, Y11 2)

e Perucrpanus DKI' pekoMeHIyeTCsl KaK KOMIIOHEHT CKPUHUHI-AITOPUTMA Y POJACTBEHHUKOB
nepBoii crenenu pojactea donbHbix 'KMIT [31, 33, 133, 166, 185, 246, 415].
EOK IC (YYPC, VI 1)

Pexomennauuu no cyrounomy Mmouutopuposanuio JKI' npu I'KMII.

e Peructpanus CMOKI" pekomenayercs Bcem 0osbHbIM ['KMII s BeIsIBIEHHS] HapyLIEHUIN
putma cepaua (@I um XT) u npoBOAMMOCTH, B TOM YHCJIE ACUMIOTOMHBIX JUIS
crpatudukanuu pucka BCC u orbopa kanaumaTos mis umimiantanua UK [31, 33, 37, 106,
278, 319,406, 409]

YVYPB, VI 1

e [Ipoenenue mmrensHoro OKI'-MoHHMTOpHHTA (ONTUMAIEHO TMPOIOJIKHTEIHHOCTRIO 48 -72
gaca) PEKOMEHIYETCS TpPH IEePBUYHOM KIMHUYSCKOM OOCICOBAaHMHM W Kaxjaple 12-24

mecseB [33, 133, 161, 278, 319].

EOK llaC (YYPC, Y11 2)

KommenTapuu: Aoexkeamnas oyenxa HapyweHuti. pumma u npogoouMocmu Kpumuuecku Heobxoouma
ona cmpamuguxayuu pucka BCC, nosmomy 6 nekomopuix ciyuasx Heooxooum onumensrvid IKI -
monumopune. Kpome pymunnozo cymounoco monumopuposanusa IKI" 6o3modncuvie éapuanmoi: 48/72-
4ACOBOU MOHUMOPUHS, HAPYIHCHBI NEMNEBOU PeSUCIPAMOP, Pe2UCPAOp COOLIMUL, UMNIAAHMUDYEMbIIL
nemiaegoui pecucmpamop. IKI -ouaznocmura 0ondicHa nogmopamucs kadxcovie 12-24 mecayes,
ONMUMATLHO NPOOOIICUMETbHOCIbIO 48 uacos.

Ilokazanuem k CMOKI' sgnsemcs nossnenue y nayuenma xcanod Ha cepoyedOueHue u/uiu

COJI0BOKpYIHCEHUE.
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Heobxooumo yuumsieams, umo napyueHus pumma u npogoouUMocmu Mo2ym 0vimv 00)Cloe1eHbl

nPOBOOUMOLL mepanuel.

VY marnueHToB ¢ jkanobamMy Ha YacTble CepAlcOMCHHUs, Y KOTOPBIX HE OBUIO BBISABIEHO MPUYHHBI
IpH JUTMTEILHOM MoHHTOpHpoBaHuK DKI' peKOMEHIOBAHO HCIIOJIb30BAHUE HMILIAHTHPYMOTO
neriaeBoro perucrparopa [31, 33, 80, 81, 140, 371].

e EOK lIaC (YYP C, Y1 2)

OKTI -npusnaku, nomoratoutue B auddepennnansuoit nuarnoctuke 'KMIT u penoxonmii
['KMII npexacrasienst B Tadauie 5 (Tabnuua 5. [punoxenue b ). [9, 31, 33, 80, 81, 117, 184,
266, 277, 302, 313, 417]

EOK IIbC (YYPC, Y1 5)

Ixokapanorpagus

DXOKTI -uccnenoBaHue MalMEHTaM  HEOOXOAMMO BBINOJHATH B COOTBETCTBHH C
pekomeHganusamu 1o sxokapauorpapuu AHA, ASE (American Society of Echocardiography) u
EACI (European Association of Cardiovascular Imaging) — 10 BbIXOJa OTEYECTBEHHBIX
pexomenmanuii [93, 137, 203, 204, 256, 270, 352].

PexoMeHnaanmu nmo TpaHcTropakaabHoi 3xokapauorpaguuu npu 'KMIT

e Bcem nanuenTam ¢ nogospenrem Ha 'KMII npu nepBudHOM 00CI€I0BAaHUN PEKOMEH IOBaHA
TT-DXOKI ¢ npoBokannonHo# nmpodoit Banscanssel [13, 31, 33, 65, 66, 192, 223, 229, 234,
278, 373, 374].

EOK IB (YYP A, YL 2)

N3mepeHre MakKCUMaJIbHOW JMACTOJIMYECKOM TOMMHBI Muokapnaa JDK pexkomennmyercs
npoBoguTh B 2D-pexxume mo koportkoit ocu JIDK Bo Bcex cermeHTtax, OT Oa3ajbHBIX 0
Bepxymku [63, 93, 137, 145, 158, 173, 192, 204, 213, ].

EOK IB (YYP A, Y11 2)
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873e¢ Pexomenayercs — THIaTeNbHas ~ OIleHKa  Auactoiamdeckod  gynkmuum  JDK,  Brimrouas
874  TPaHCMUTPAJIbHBIM KPOBOTOK, B JIETOYHBIX BEHAX, TKAHEBYIO JOMIUIeporpaduio, HU3MEpEeHHE

875  pasmepa u oonrema JIIT [46, 66, 173, 211, 243, 270, 297].

876 EOKIB (YYPA, Y1/ 2)

877

878e  CumnToMHbIM nareHTam ¢ MmakcumaibabiM ['J] B BTJIK (B mokoe uiau cripoBOLIMPOBAHHBIM)
879 < 50 wmm pr. cr. pexkomenayercs nposeaeHue crpecc-TT-OXOKI nana  BoisBiIeHHS

880  mposoumpyemoii ooctpykuuu BTJDK u crpecc-unaymupyemoit MP [113, 126, 128, 203, 234,
881 271, 275, 288, 337, 354, 355, 392, 419]

882 EOK IB (YYP A, YIUI 2)

883
884e¢ ACHMNTOMHBIM IallMEHTaM C MaKCHUMaJbHbIM rpajgueHToM JnasieHus B BTJDK (mokos wnm

885  WHAYHHpPOBaHHBIM) < 50 MM pT.cT. pekomeHaoBaHo mpoBenaeHue crpecc-TT-DXOKI, ecnu
886  HaJMYHE OOCTPYKIMH MMEET 3HA4YCeHHWE IS PEKOMEHIAIMHA 1Mo 00pa3y KM3HH M Ha3HAYCHHS

887  nekapcTBeHHOM Tepamuu [113, 234, 275, 354].

888 EOK IIbC (YYP C, Y 5)
889

890 e VYV OQOonpHBIX C CyOONTHMajabHBIM Kaue€CTBOM H300pa)KeHHsI MM C IpeanojiaraeMoi

891 anukanpHOU runeptpoduerr JDK wnmm  aneBpusmoili, pexkomenayercs DOXO-KI' ¢
892 koHTpactupoBanuem mosoctu JIK, kak anprepuatuBa MPT cepama [191, 351, 352, 353,
893 384].

894 EOK llaC (YYPC, Y11 2)

895

896 e UHTpakopoHapHOe KOHTpacTHpoBaHue Muokapaa npu TT-DXOKIT Bo  Bpewms

897 muarHoctraeckoin KAIT pekoMeHmyeTcs manueHTaM, y KOTOPBIX IUIAHUPYETCSl CenTaabHas
898 ankoronpHas admamnus (CAA), st uaeHTuPUKauu MOAXOAAIICH Jyisl abJanuu cenTaabHOU
899 BETBU KOPOHApHOW aprepuu (CM. MoApoOHee B pasjelie «XUPYpPruuecKoe/IHA0BACYISIPHOE
900 neueHuer) [92, 189, 260, 352].

901 EOK IB (YYP A, Y]] 2)

902

903e IloBropubie DXOKI-uccinenoBanusi pekomenayworcs OonpHbIM ['KMII ¢ u3MeHeHusiMu B
904  KJIMHMYECKOM CTaTyce WJIM TMOSBJIEHHEM HOBOH CEpAEUYHO-COCYJUCTOW CUMITOMATUKH. Y
905  KIMHMYECKH CTAOMJIBHBIX MalMeHTOB pekomeHaytorcss noBTropHble TT-DXOKI kaxasie 1-2

906  ronma. [125, 208, 230, 232, 346, 374].
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907 EOKIB (YYPA, Y11 2)
908
909¢ DOXOKI pexoMeHAyeTCs KaKk KOMIIOHEHT CKPUHUHT-aJITOpUTMA WIEHOB ceMbu 6ombHOro I'KMII,
910 ecimu XOTS OBl OIUH W3 HUX HE SBIACTCS TCHOTHI-OTPUIATEIBHBIM W  BBIABICHA

911  accomuupoBaHHas ¢ 3a0oeBaHreM reHHast myTarus [126, 233, 374].

912 EOKIC (YYPA Y1/ 2)

913

914

915 PexoMeHIaUMH 110 YpecnULIeBOAHOM dxokapauorpapuun npu I'KMII

916

917¢ YII-ODXOKI' pexkomeHaoBaHa mJii MAUEHTOB, Y KOTOPHIX HE SICEH MEXaHU3M OOCTpPYKIUHU
918  BTJDK umu mua ouenku cocrosHus MK no mpoueaypst CAA, win eciau perucTpupyercs
919  BelpaxeHHas MP, npeanonoxutensHo He cBszaHHas ¢ IICJl crBopok, a o0OycioBiIeHHas
920  cobcrBennbiMu aHoManusamu MK [137, 158, 241, 282, 425].

921  EOKIlaC (YYPC, YA 2)

922

923e¢ Uurpaonepauunonnoe YII-DXOKI' ¢ uHTpakOpOHApHBIM KOHTPACTUPOBAHUEM MHUOKapAa
924  PEKOMEHJIOBAaHO NPU BHIMOJHEHUH CENTAIBFHON AJIKOrOJIBHOW abnamuu. (CM. mojapoOHee B
925  pasjene «XHpypruyeckoe/sHa0BacysipHoe eueHuey) [92, 189, 425] .

926 EOK IlaC (YYPB, Y/ 3)

927  (Koncencyc 3xcneproB EACVI 2015)

928

929¢ Uutpa/nepuonepaunonnas YII-OXOKI npu cenransHoi MuoskromMun (CMD) pekomeH10BaHa
930  mamMeHTtam, i yrouHeHHs MexaHusma oOctpykuumun BTJDK, koHTpons Xupypruyeckoin
931  cTpaTeruu, OLIEHKH MOCTXUPYPTUUYECKUX OCIOKHEHUI U BBIABIEHUS OCTATOYHOM OOCTpYKIUU
932  BTJDK [92, 137, 158, 189, 243, 260, 282, 402, 425].

933 EOKIC (YYPC,YI11)

934
935
936 Tpebyercs wucnonb3oBarh pacmupeHHblid nporokon IOXOKI, amantupoBaHHBIN K

937  mmarHoctuke 'KMII. Ilepeuens nokasareneil, Bxoadmux B nporokon TT-OXOKI' npeacrasnen

938 B Tabnwuie 6 (Tabnuna 6. [Tpunoxenue b ).

939 s auddepeHnnanbHOR JUAarHOCTUKU ¢ (EHOKOMUSIMHU U MPH BHIOOpE XUPYPruuecKor TaKTUKH
940  npu I'KMII moryt ucnons3oBatbes nononHutenasbHble onuuu npu DXOKI, npeacrasienHbie B

941  Tabmuue 7 (Tabmuua 7. [Ipunoxenue b).
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942
943 Ilpogedenue npoeoKayuoHHou npoodovl Banvcanvevl 0aa OUAZHOCMUKU  JIGMEHMHOLL
944  oocmpyxkyuu BT/DK:
945 Ilpo6y Banvcanvevl npu TT-DXOKI cnedyem nposooumsv 8 noai0dceHuu nayueHma iexca Ha
946  neeom Ooky. Ilayuenmy crnedyem Hanpsaub Muludybl nepeoHeli OPIOUWHOL CIMEeHKU, Yo No8bludem
947  sHympubOprowHoe u eHympucpyoHoe oasienue. Konmponv ypoeHs nanpsasxicenus yenecooopazno
948  ocywecmenimo € NOMOWBIO YCMPOUCMEA, NPeOCmAaBAIoWe20 MAHOMEMp, COEOUHEHHbIN C
949  MYHOWIMYKOM, NpU 3MOM RAYUEHMA NPOCAM YOEpHCUBAMb HANpdCeHUue, Ymoobvl OasleHue Ha
950  manomempe cocmaensino 20-40 mm pm.cm. Bo epems npobvr Banvcanvevt pecucmpupyemcs
951  maxcumanvHas ckopocms kposomoka 6 BTJDK ¢ ucnonvzosanuem nocmosnHo-601H08020
952 Oonnaepa. Ecnu 6 nonosicenuu nayuenma nedxca npoba ompuyamenvbHdas, mo peKoMeHOYemcs
953  mposecmu npody 6 NOIONCEHUU CUOS U NedHCd.
954
955  OXOKI-naxooku nossonsiowue ouppepenyuposamv [IKMII u ¢enoxonuu  I'KMII
956  mpeocmasnenvt ¢ mabauye 8 (Tabnuya 8 Ipunoscenue b). [8, 33, 68, 74].

957 MPT
958
959  PexomeHJanMu O MATHUTHO-Pe30HaHCHOI ToMorpaduu npu 'KMII

960 e MPT cepaua ¢ KOHTpacTUpOBaHHUEM (IIPU OTCYTCTBUU IPOTUBONOKA3AHUI) PEKOMEHIYETCS

961 BBINOJIHUTh KAK MUHUMYM OJIMH pa3 mocie noctaHoBku auarHosa ['KMII ans yrouneHus
962 nanHbix OXOKI' (anaToMuu cepana, PyHKINN KEITYI0YKOB), a TAKKE BBISIBICHUS U OLIEHKH
963 pacrpocTpaHeHHOCTH (uOpo3a MUOKapAa W UCKIIOYEHMs Apyrux 3adoneBanuit [92, 157,
964 265, 277, 286, 307, 324, 335, 408, 42].

965 EOK IB

966  Koncencyc sxcnepros EACVI 2015
967 YYPA YIA?2
968

969 e IIposenenue MPT poacTBeHHHKaM MpoOaH/a MEPBOM JIMHUM POJICTBA PEKOMEHYETCs, €ClIn

970 MOCTAaHOBKA JHAarHo3a 3HAYMMO BJIUSET Ha o00pa3 Ku3HM (HAmp. 3ampernieHue
971 copeBHOBaTeNnbHOTO cropra), a npu IXOKI nmeer HH3KOE KaueCTBO M300paKeHHS WIH
972 JMaHHBbIE TOTPAaHUYHBIC/COMHUTEbHBIE, WM ecTh u3MeHeHus Ha OKI, a DXOKID 0e3
973 OTKJIOHEHU#1 oT HopMbI [92, 308].

974  YYPC,YIA5
975  Koncencyc s3xcneproB EACVI 2015
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976
977¢  MPT cepaua ¢ KOHTPaCTUPOBAHUEM PEKOMEHIAYETCS U1l TALIMEHTOB C MIPEAIIOIaracMbIM
978  amwmomgo3oM cepaua [117, 132, 151, 310, 316, 382, 394, 402].
979 EOK IlaC (YYPC, VI 2)
980
981e¢ MPT cepauna C KOHTPACTUPOBAHUMEM PEKOMEHIYETCS [0 OINEpaluyd XUPYPrUYECKOW U
982  Hexupypruuecko  penykumu MIKII g ouneHkum XapakTepa M paclnpOCTPaHEHHOCTH
983  rumeprpoduu u Gubposza muokapaa [277, 307, 335, 387, 399].
984 EOK llaC (YYPC, Y1 3)
985
986e MPT cepaua u cocyqoB JOJKHA MHTEPIPETUPOBATHCS CIELUATMCTAMU, UMEIOUIMMU ONBIT B
987  BH3yalW3allMU Cepjlla M OleHKe 3aboyeBaHuit Muokapnaa [178, 265, 276, 277, 311, 317, 382,
988  408].
989 EOKIC (YYPC,YIA1)
990

991 KovmmenTapum: MPT ne umeem npucywux IXOKI ozparnuuenuti u A615emcs «3010MblM CIMAHOAPMOMY» OYeHKU
992 monwunbl Muokapoa u obvemos JUK u IDK (bonvuie mounocme usmepenuli u 60CHPOU3BO0UMOCTb, MEHbULE
993  onepamop-3asucumocms), nosmomy eciu nozeonsom pecypcvl u onvim, MPT Odomicna paccmampugsamvcs 05
994 nayuenmos ¢ I'KMII ¢ kauecmee 6a3z06020 memooda uccredosanust. [238, 246, 337]

995 MPT maxoce nosgonsem ucciedosams MeKCmMypy MUoOKapod, m.e. HAauyue U pacnpocmpanenHoCmy
996  muokapouansnozo @ubposa. Memoouka ocnosana HA MOM, YMO 6 ceeMeHmax muokapoa ¢ >15% ¢ubposa
997 8bLABNAEMCS (henomen no3oHe2o naxonienust 2adonunus (ITHI) — 3adepocka evimbieanus Gd-konmpacma. Hanuuue
998  pacnpocmpanennozo ¢ubposa (> 10%) asnaemcsa npeouKxmopom HebaazonpusmHo20 pemooerupo8anUs, pa3gumus
999 cucmonuyeckou oucynuxyuu u XCH, a makoce omnocsm k donornumenshvim gpaxmopam pucka BCC.

1000  [Iipu MPT swissnsitomest 2 OCHOSHbIX nammepHa Guoposa.

1001 1. HUuwmpamypanvueiti  Quopoz 6 npedenax 2unepmpo@upoOSaAHHbIX — CE2MEHmMOos,  KOMOPbl  HA
1002 2UCTNONO2UUECKOM YPOBHE ABNACTNCA OMPAXCEHUEM NPAMO20 OelCmeUs «MPUHUHHO20Y» SeHeMUYEeCcKO20
1003 8APUAHMA U  MOJEKYJAPHO20 NAMO2eHe3d, NPOAGIAue20 OUCKOMAIIeKcayuell KapouoMuyumos u
1004 MbIULEYHBIX BOJIOKOH - (heHomen «disarrayy, puopos pasHou cmeneHu 8blpANCEHHOCHU.

1005 2. 3ouwvl ¢ubdposza ¢ MXKII 6 nepedneii u/unu 3a0ueil obracmsax, epanuvauux co c8oboonou cmenkou IDK
1006 (m. nas. «right ventricular insertion pointsy). Cuumaemcs, umo smo unmepcmuyuaibhwill Guopos uiu
1007 npedcmasasiem npomesicymounvii pernomun ITHI, nauanvryio cmaouo. [719, 92].

1008

1009

1010  Ilapamerpsl, KoTOpble HeoOxoaumo oueHuTh npu MPT cepana y  mnamuenta ¢ ['KMII

1011  mpencrtasiensl B Tabsmie 9. (Tadmuma 9. [punoxenue )

1012
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1013V nocumeneti mymayutl 6 docunepmpoguuecxou cmaouu I' KMIT npu MPT mooicho evbisisums
1014  «Mmanvle aHomanuu cepoyay - Kpunmul muokapoa, anomanruu MK, anuxanvrnoe cmewenue
1015  nanuanapusix mviuy. Ha ooknunuueckoli cmaouu y HEKOMOPLIX NAYUEHMO8 C
1016  eenomunom(+)/ghenomun(-) moecym 6vime ewvisenenwvt 30Hul [IHI'. (cm. anecopumm ouacHocmuxu
1017  Ha OOKMUHUYECKOU cmaouu)

1018  Kpome snauumocmu 6 ouacnocmuxe ['KMII, MPT cepoya uepaem ponv 6 oOuachocmuke
1019  ghenokonuui I'KMII. Ilpu amunoudose wacmo Hadnooaemcs 2100anbHoe cyoIHOOKAPOUaibHOe
1020  wunu cezmenmapnoe IIHI [402].

1021

1022 Ilpu 60ne3nu Anoepcona-Pabpu - cHudxiceHue HekoHmpacmuposannozo Tl cuenana u nanuuue
1023 3adnebokosozo ITHI [336].

1024

1025 KommnbrorepHas romorpagus

1026
1027 KT cepama pexkoMeHAYeTCS BBINOJIHATH TMAllMEHTaM, Y KOTOpbIX HH3Koe kadecTBo DXOKI -

1028  m3o0paxenus, a nposeneHre MPT nmporusomokasano [92, 347].

1029 EOK llaC (YYPC, Y11 2)

1030  Kommenmapuii. KT cepoya, Kpome aHAMOMUYECKUX OAHHBIX cepoyd, NO380Nsem  maKdice
1031  suzyanusuposamv KOpOHAPHblE ApMEPUU, HAIUYUE MUOKAPOUATbHBIX MBIUEYHbIX «MOCHUKOBY, HMO
1032 uepaem ponv 6 ouacnocmuke UBC, 6 mom uucne u npu I'KMII y nayuenmos cmapuieii 803pacmuoul

1033  epynneol.

1034  CuunTHrpadus
1035
1036 o Cuunrurpadus xocreit (¢ 99mTc-DPD wmmu 99mTc-nupodocdarom) pexomenayeTcs

1037 BBIMOJIHATH TMAIUEHTaM, Y KOTOpbIX mogo3peBaetcs AT TR-amunounmos [151, 3316, 313, 314,

1038 315, 316].

1039 EOK l1aB (YYP A, VI 3)

1040  Kommenmapuu. Ilo oannvim cyunmuepaguu ¢ 99mTc-nupoghocghamom 603modicna mounas ougppepenyuanvras
1041 ouaenocmuxa AL- u ATTR-amunoudosza cepoya (npu ycrosuu ucKmioweHus: MOHOKIOHANbHOU 2AMMAanamuu
1042 HeonpeoeenHo20 3HAUCHUST).

1043 (em. pazoen «quacnocmuxa I'KMIT y omoenvubix kamezopuil nayuenmosy) [11, 151].

1044  Ilo3uTpOHHAs1 SMHUCCHOHHAsA TOMOIpadus
1045
1046 I[I9T MOKET HCIIOJIb30BaThC s HCCJICAOBAHUS MeTadoIm3Ma MHUOKapaa

1047  (paguodapmmpenapaTsl - F'8-nesoxcurmokosa u Cll-aueTaT) MU JIMarHOCTHKW aBTOHOMHOM
1048  aucdyHKIUU cepAra.
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1049 IIpu T'KMII wMoXeT BBISBIATHCA HapylIeHHE OOpaTHOrO 3axBaTa HEHPOMEIMATOPOB U
1050  yMEHBIIIEHUE TIOTHOCTH OeTa-aipeHOPEICITOPOB.

1051

1052  KoponapHasi anruorpagus

1053

1054 KAT sBnsercss MeToioM BbIOOpa AUTHOCTUKM HAIWYHS M BBIPAXKEHHOCTH OOCTPYKTHBHOTO
1055 [IOPAKEHHUS SIUKAPAUAIIBHBIX KOPOHAHBIX apTEPUM.

1056

1057 e HuBasuBHas KAI pexomenayercs B3pocibiM ¢ npeaoTBpaiieHHoit BCC (mocie ycnentHbeix

1058 pEaHUMAIMOHHBIX MEpPONpHUATHI), nanmueHTaMm ¢ ycroiumBoil JXT u mammeHTam co
1059 cTabunpHOM cTeHoKapauend > 3 kiacca (mo kimaccudukanuu Kanaackoro cepiedHo-
1060 cocymuctoro obmectsa - CCS) [31, 33, 182, 257, 294, 347, 429].

1061  EOKIC (YYPC,YAA1)

1062

1063 e KAI' wnu KT-anruorpadus pexomeHayercs [js HAIMEHTOB C TUIMUYHBIMH OOJISIMH B

1064 rpyaHoi kietke (< 3 kiacc CTeHOKapAuM mo kiaccudukanuu Kanaackoro cepaedHo-
1065 cocyauctoro obmectBa - CCS), y KOTOpPBIX €CThb HPOMEXKYTOYHAas MpPEITECTOBas
1066 BEPOATHOCTb aTEPOCKJIEPOTUYECKON HIIEMUYECKONH OOJe3HM cepiua ¢ y4ETOM BO3pacTa,
1067 noja u (akTopoB prcKa aTepockieposa [33, 343, 294, 347].

1068 EOK ll1aC (YYP C, Y]IJI 2).

1069
1070e  Jlna Bcex mauueHtoB ¢ ['KMII crapme 40 ner pexomennyerca KA win KT-anruorpadus no

1071 CenTalIbHON peaAyKInuunu M}KH, HE3aBUCHMO OT HAJIW4YUA THUIIMYHOTO CTCHOKApAUTHUYCCKOI'O

1072 6oneBoro cunapoma [182, 257, 294, 347, 429].

1073 EOK I1aC (YYPC, Y 2)

1074

1075  Kommenmapuu. Heobxooumocmos KAI' ouxmyemcs ocobennocmoio epauednot maxmuku. Ipu INOCA y
1076  nayuenmos ¢ I'KMII nossnsemcs Heobxo0umocms 8 NOCIMAHOBKe CINEHMO8 Npu MeHbUlel, YeM NPUHAmMo
1077 y nayuenmos ¢ UBC cmenenu cmenosa, m.e. npu cmenosax < 50%. (cm pasoen «quacnocmuxa I'KMII y
1078 OMOeNbHbIX Kame2opuil nayueHmosy u pazoen «llamozenesy) [2, 124, 237, 294, 401].

1079

1080 HNuBa3uBHOE HU3MEPECHUE TaBJICHUA B IMOJIOCTHAX CepaAlla
1081

1082e¢ Karerepuzanusi cepana A OIEHKH (YHKLIMU HKETyJOYKOB W JABJICHUS 3aKIMHUBAHUA
1083  JIETOYHOH apTepuu - PEKOMEHAYETCSl Yy IMalKUEHTOB, KOTOPBIM IUIAHUPYETCS TpPaHCIUIAaHTALUs

1084  cep.la WM MEXaHUYECKas MoJIepikka kpoBooOparenus [97, 183, 210, 239, 248, 390].
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1085 EOKIB (YYPA, Y11 2)
1086
1087¢ YV CHMITOMHBIX IIALIUEHTOB C HEONIPEAEIEHHBIMU pe3ylbTaTaMU HEMHBA3MBHOW BHU3yallU3alluu
1088  cepana, p€eKOMEHJIOBAHO PacCMOTPETh BO3MOXKXHOCTh KAaTETEPHU3allMU JIE€BOT0 U IIPAaBOro cepaua
1089 s oueHkH TsukecTH ooctpykimu BTJDK u usmepenust nasnenus vanonnenus JOK [150].

1000 EOK I1bC (YYP C, V]I 5)

1091
1092
1093

1094  DaeKTPoPU3UOIOTHYECKOE TECTHPOBAHNE
1095

1096 IHBa3MBHOE HIIEKTPO(MU3MNOJIOTHUECKOE HCCICIOBAHUE PEKOMEHAYETCS TalueHTaM  C
1097  NOKYMEHTHPOBAaHHBIMH INEPCUCTHPYIOUIMMH WJIH [EPUOAUYECKUMHU  HAJKEIyJIOYKOBBIMHU
1098  TaxMKapAMsAMHU (TperneTaHue NpeAcepaui, MpeacepAHas TaxUKapaus, aTPUOBEHTPUKYISIpHas
1099  y3710Bas pe-eHTPU TaXUKapAWs, TaXUKapAus OMNOCPEAOBaHHas 100aBOYHBIMU IMPOBOASIIUMHU
1100  myTSAMH) U MALMEHTaM C CUHIPOMOM PAaHHEro BO30YXKIEHUs KeTyJOYKOB, IS UICHTU(UKALIUH
1101  cyOctpara abmanuu u teuenus [57, 69, 80, 81, 133, 406, 429]

1102 EOKIC (YYPC, YA 2)

1103

1104 o I[J'ISI OTACIIbHBIX IMAOUCHTOB C HOOKYMCHTUPOBAHHBIMU, CHMTOMHBIMU, MOHOMOp(i)HBIMI/I

1105 ycroiunBbiMu (>30 c) KT pekoMeHIOBaHO pPaccCMOTPETh BO3MOKHOCTh WHBA3MBHOTO
1106 AIIEKTPOPHU3NOJIIOTUYECKOTO HCCIENOBAaHUS s HJAeHTU(UKauuW cyOcTpata alnanuu H
1107 neuenwus [133, 176, 209].

1108  EOK IIbC (YYP C, Y/ 5)

1109

1110 e liHBa3uBHOE 31EKTPO(PU3HOIOTHUECKOE UCCIEIOBAHUE C MPOrPaMMHUPYEMON JKETyJOUKOBOM

1111 CTUMYJISIIIMEH HE PeKOMEHI0BAHO MalteHTaM s ctpatudukarmu pucka BCC [133, 228].
1112 EOK IIIC (YYPC, YA/ 5)
1113

1114 Harpy3o4Hble TecThI
1115
1116 o Tpenmun-tect ¢ moruTopupoBanueM DKI' u AJl pekomenmyeTcst st cTpaTUUKAIIIN PUCKA

1117 BCC 6omsubix 'KMII [320, 423].

1118 EOK llaB (YYP A, YA 3)

1119

1120 e bonsHeiM ['KMII, y xoTopbix B noxkoe makcumanbHbid '/ B BTJDK < 30 mm pr.cT., npu

1121 npode BambcameBel I'J[ < 50 mm pr.ct. pexomenayercs mnposenenue TT-DXO-KI' B
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1122
1123
1124
1125

1126

1127

1128
1129
1130
1131
1132
1133
1134
1135
1136

1137
1138
1139
1140
1141
1142
1143
1144
1145
1146
1147
1148
1149
1150
1151
1152
1153
1154
1155

IIpoexr
ycinoBusix Harpy3ku (ctpecc-OXOKI) nmns ompeneneHuss W KOJMHMYECTBEHHOM OICHKH
nuHaMmudeckoi ooctpykuuu BT JIK [203, 274, 275, 334, 392].

EOK llaB (YYP A, YA 3)

KomMmenTapmii.
BapuanTsl Harpy3o0unbIix TecToB npenactasiaeHsl B Tabmuue 10. (Tabmuua 10. Ipunoxenue b)

Bonpocwl, na komopuie oonocna omeemumo cmpecc-IXOKI (0onscHbl Obimb ompadsicensl 6
3aKI0UeHUU).

1. Benuuuna napacmanus /] ¢ BT/DK na nuxe naepysku u 6 60CCmMaHo8umenbHoMm
nepuooe.
Peaxyus A/l na nacpysky
Hnoyyupyemces nu naepysxoti uwemus muoxkapoa JK

Veyeybnsiemes au ouacmonuueckas oucgynkyus (EIA, Ele’)

L A LN

Cmenenb usmeHenus MumpaibHoul pecypeumayuu Ha ¢pone cmpecc-3XOKI”

(ounamuuecxas MP)

Haubonee nooxooum ons cmpecc-OXOKI y nayuenmoes ¢ 'KMII «nedxcayuii
genoapeomempy, Komopwii nosgoasem noaydamo IXOKI -uzobpasxicenus Ha pasHvlX CIYyNeHsx
Hazpy304Hol npodbl (PeKoMeHOYemcs pecucmpayus nokasamenei Ha cmynenu Hazpysku 50 em.,
Ha nuKe Ha2py3Ku U 8 BOCCMAHOBUMENILHOM nepuooe). Hcnonvsoeanue mpeomMunia u cuoaie2o
sefloapeomempa He nossosem pecucmpuposamo IXOKI -noxazamenu 6 npoyecce npogeoeHus
HA2PY3KU, NOIMOMY pe2UCmpayusi npO8OOUMCsL HeMeOJIeHHO NOCIle ee NPeKPaujeHusl U 8
soccmanogumenvHom nepuode. Ilokazarno, umo maxcumanvroiii 1 /] 6 BT/DK na nuke nazpysxu u
cpasy nocie ee npekpauwerus noumu cosnaoarom [275].

IIpu mpeomun-mecme npumensirom npomorol bproca unu mooughuyupoganwiii
npomoxon bproca. Ilpu eenospeomempuu cmynenu mecma - 50-100-150 em.

Y nayuenmoe ¢ 'KMII ne pexomenoyemcs npoeooums cmpecc-IXOKI ¢ 0obymamunom
u3-3a 8vicoko2o pucka unoykyuu KHP. Kpome mozo, 006ymamun modxcem cnpogoyuposams
veenuuenue I/] ¢ BTJDK y nayuenmos 6e3 I'KMII.

Bo spems nposedenus naepyzounoeo mecma pecucmpupyemcs IKI (nocmosinno), A/
(kadicovie 2 Mum) u usMeHeHUs KIUHUYeCKOU CUMNMOMAMUKU.

Peaxyua A/l na nazpy3Ky a61aemca ax);cHenuieil 4acmplo Hazpy304H020 MeCMUPOSAHUA.
Heaoexeamnasa peaxyus A/l 6xooum ¢ wikany cmpamugpuxayuu pucka BCC y nayuenmog c
I'KMIL.

Heaoexeammnoti peaxyus A/l caumaemes:
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1156 - eunomensugnas (AJ/] na nuke HazpysKu HUd*Ce UCXOOHO20 UNU eClIU HA NePBbIX CIYNEHSIX
1157  Haepysku AJ] HeckobKo nosviuaemcs, a Ha nuKe Hazpy3ku Ha bonee,uem 20 mm pm.cm. Hudice
1158  amoeo yposHs)
1159 - HeOocmamounwlil npupocm A/l na nuke naepysku (menee 20 mm pm.cm.)
1160

1161 Kpumepuu npeKpanienus Hazpy3ounozo mecma:

1162 1. Jocmuoicenue cyomaxcumanvron 4YCC

1163 2. Bwipasicennas ycmanocms u 00bluiKa

1164 3. bBoau 6 obnacmu cepoya

1165 4. T'unomensus (cnuscenue AL > 20 mm pm.cm. om ucxoonozo)
1166 5. Kuszneonacnvie JKHP

1167 [113, 126, 128, 203, 234, 271, 275, 288, 337, 354, 355, 392, 419]

1168 Kapauony/JbMOHa/IbHOE HAarpy304HO€e TECTUPOBaHMHE

1169 o KaI[I/IOHYJ'IBMOHapHOC Harpy3o4Ho€ TeCTUPOBAHUC C OAHOBPCMCHHBIM U3MEPCHHUEM

1170 pPECIUPATOPHBIX Ta30B PEKOMEHAYETCS MTALIMEHTAM C BBIPAKEHHON CUMIITOMAaTUKOM C
1171 cucToianueckoi u/mnu auacronnueckoit JOK nucdyHkumeit, KoTopsiM IiaHupyercs

1172 00CIIeIyI0TCSl TPAHCTUIAHTAIIMS CEPJILIA UITM MEXaHUYeCKas MOAIePKKa KPOBOOOpaICHUSI.
1173 [97, 183, 210, 218, 248, 357, 390]

1174 EOK IB (YYPA, Y11 2)

1175

1176 e HezaBucumo ot CUMIITOMATUKHU, KaITUONTYJIbBMOHAPHOC HAIrpy3049YHOC TCCTUPOBAHUC C

1177 OJTHOBPEMEHHBIM U3MEPEHUEM PECTIUPATOPHBIX ra30B (WM CTAHJAPTHBIN TPEIMUIT WIIH
1178 BEJIO3PIOMETPHS TP €I0 OTCYTCTBUH) PEKOMEHIOBAHO JIJIsl OLIEHKH TSKECTH M MEXaHU3Ma
1179 HETIEPEHOCUMOCTH (DU3MUYECKON HArpy3KHU U M3MeHeHuil cucronmueckoro AJl [51, 287, 357]

1180 EOK l1aB (YYP A, YUI 3)
1181

1182 e KaauonmyJbMOHapHOE HAarpy3o4HO€ TECTUPOBAaHME C OJHOBPEMEHHBIM H3MEPEHUEM

1183 pPECIMPATOPHBIX Ta30B (MM CTAHMAPTHBIA TPEAMWI WU BEJIOIPrOMETPUS TIPH  €ro
1184 OTCYTCTBHH ), PEKOMEHIOBAaHO CUMIITOMHBIM MAIlMEHTaM, KOTOPBIM IIJIAHUPYETCsl CeNTaIbHAS
1185 MHOSKTOMHS TS ONIPECIICHHS OrpaHrueHuid o Harpyske [51, 114, 287, 357]

1186 EOK llaC (YVYP C, VI 2)
1187
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1188 2.6 DHIOMHOKapaAHMaJbHasi OMONCHUSs
1189
1190 e DHIOMHOKapAHaJIbHAs OWOTICHS PEKOMEHJOBAaHA NPH IMOJO3PCHHH Ha WH(PUIBTPATUBHBIC,

1191 BOCTIAJIMTENbHbIE 32a00JIeBaHUS CepAla UM OO0JIE3HN HAKOIJICHHSI KOTOPhIE HE MOTYT OBITh

1192 HOATBEPIKACHBI Ipyrumu Metonamu [33, 142, 143, 215, 344].

1193  EOK l1aC (YYPC, Y11 2)
1194

1195 e buoricus abJOMHHAIBHOIO XXHPa PEKOMEHI0BaHA MIPH MOA03PCHUN Ha amMmuiiono3 [49, 143,

1196 309, 310, 344].

1197 EOK l1aB (YYP A, Y]] 3)

1198

1199

1200 2.7 JlmarHocTuka 3a00JieBaHMS UJIH COCTOSIHUA (TPynnbl 3a00/1eBaHU i
1201 WIH COCTOSHMH)Y OTAEJIbHBIX KATerOprid NaNMEeHTOB

1202

1203 JAuddepenunanbubiid nuarao3 I'KMII ¢ I'VIK Beaeacreue AI'

1204

1205

1206 Ha ecrectBennoe Tteuenne ['KMII  oka3piBatoT BIUSHHE  Haau4due (HaKTOPOB

1207  kapauomMerabonmdeckoro pucka (Al, oxupeHme/M30bITOYHAS Macca Tela), BCTPEYAEMOCTh
1208  KOTOPBIX yBeIM4YHMBaeTCs ¢ Bo3pacToMm. [19, 23, 289, 292, 291]

1209 B crapmeii Bo3pacTHOM rpymnme nanueHToB ¢ nokazaHHod I'KMII Bcrpewaemocts Al
1210  cocraBisger 70-90%. Ilo ompegenennto npu ['KMII runeprpoduss mmokapma JDK He
1211 oOycioBiieHa Harpy3kou maBieHueMm, HO Al - 9TO Harpy3ka HaBJIEHHEM, MO3TOMY B CiIy4ae
1212 couetanus ' KMII ¢ AT tpeOGyercs moaudukanus kpurepues ' KMIL.

1213

1214 BepositHocts ['KMII y nmanumenToB ¢ Al moBblmaeTcss mpu HAIU4YMM OJHOTO U Oosiee U3

1215  CIEeRyIOIUX KPUTEPUEB:

1216 » yka3aHue Ha cemeiHblii anamae3 ' KMII wim BHe3anHyto cepaeunyo cmepts (BCC) B
1217 MOJIOZIOM BO3PacTe Y POJACTBEHHUKOB IIEPBOM JIMHUU POACTBA

1218 » HECOOTBETCTBHE MEXIy BbIpakeHHOW rumeprpodueri JDK (MakcumanbHas TONIIMHA
1219 CTEHOK > 15 MM) M HelaBHO BO3HMKIIEH JieTkoil u ymepeHHoM Al mpu anexkBaTHOMN
1220 NPUBEP)KEHHOCTH TMAI[MeHTa Tepalluy, a TaKXke JAPYIMX MPUYMH, CIHOCOOHBIX BBHI3BATh
1221 nogo6uyto crenens [JDK.

1222 Bo3moxHbIM BapuanToM Kputepusi 'KMII npu conyrcrByromei Al
1223 - TommuHa Muokapaa JIK > 20 mm
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1224 - ToammHa Muokapaa 15 — 20 MM npeacraBJisieT «Cepyro 30HY».

1225

1226  Kommenmapuii Bvioop xpumepuss I'KMII npu conymemesyrowei AI' «monwyuna cmenxu JOK > 20 mmy
1227  obycnognen mem, umo NOKA3AHO: Npu nepezpysxe oasienuem (Al unu aopmanvuvli cmeHo3, ULy npu ux
1228  couemanue), monwuna muokapoa JDK, kax npasuno, ne npesviuwiaem 20 mm (8 Hexomopwvix
1229 uccnedosanusx npesviiiaem 20 mm auwn y edunuunvix nayuenmos) [19, 23, 112, 118, 124, 182, 224,
1230 328, 395, 397, 419].

1231
1232 Ecnu BbIsiBIICHHAs TOJIIMHA MUOKApJa y MalMeHTa B «cepoid 30He» (15-20 mm), TO BBIBOX O

1233 mmarnoze 'KMII MokHO caeaaTh TOJILKO HA OCHOBAHHMH TIIATEILHOIO aHaIM3a O00JIBIIOrO YKCiia
1234  (¢daKkTOpOB: CEMEWHBIH aHaMHE3, JIUTeIbHOCTh Al, ypOBEHb «HArpy3Kd JIaBJICHHECM)
1235  (omm3oamueckue ToBbImeHHS AJl wim ctabunbHO TOBBIMIEHHOE AJl), TpPHBEPKEHHOCTH
1236  mamuenTta k Tepanmuu Al, Obutm mu m3MeHeHuss DKI/DOXOKI mo pasutus Al, nuHamuka
1237  pa3mepoB nosiocteit cepana u yeenudeHus ToamuHbl creHok JOK mpu DXOKI/MPT u np.

1238 Crnenyet Takxke y4yuThiBaTh, uyTo npu Al moxer Habmrogarbes acummerpuunas ['JIK — mo

1239  HekoTopbiM AaHHBIM 10 20% (T.e. cooTHomenue TMXKII/T3C > 1,5) [182, 328].

1240
1241

1242 ba3zanbHas centajbHas runeprpoPpus

1243 (S-oopasuas MIKII ¢ «BBIMYKJIOCTHIO» B 0a32JIbHOM CerMeHTe)
1244

1245 VY noxuieix 00ibHBIX ¢ S-00pa3Hoit MIKII MOXXeT BBISBISATBCS «BBITYKIOCTbY (@HIIL. —
1246  «bulge») B Ga3zampHON yacTu meperoponaku, kortopas He oOycioiena ['KMII. Kak npasuio y
1247 ATUX MalMEHTOB comyTcTBytomass Al' W/uiam maTojorusi aoprajibHOro KiamnaHa (HeOosblias
1248  aopraibHas PErypruTalus U/Wik HEeBBIPAXKEHHBIN aopTanbHbIil cTeH03) [63, 145, 182, 224, 356].

1249
1250 bazanbHas cenTanbHas runeptpodus MoxkeT npuBoAuTh K yBenuueHuto ['J[ B BTJDK,

1251  Kak MpaBWIO He Bhimie 15-20 MM PT.CT. B TIOKOE U BO3PACTaTh J0 35 MM PT.CT. IPU HAIPY30UHBIX
1252 mpobax [419].

1253
1254 Cxema nud¢epenimansHoro nuarnosa 'KMII u 6azansHOl centanbHOM runeprpoduu

1255  mpexctaBieHa Ha pucyHke 4. (PucyHok 4, [Tpunoxenue b)

1256 TI'KMIIu UM 1 u 2 Tunion
1257
1258 Kimmanueckn y mnamuentoB ¢ ['KMII n umemueir mMuokapaa (INOCA)  moxer

1259  pa3BUBATHCS OCTPHIN KOPOHAPHBIN CHHIPOM M HH(PAPKT MHOKApaA.
1260 JlanHblii (heHOMEH B oTeuecTBeHHOM uTeparype HazbiBaeTrcs «IMBOKA» - undapkr
1261  MmoKapaa 0e3 oOCTpyKIMK KOpOHApHBIX apTepuid (anrmos3eraabiil TepMua MINOCA) nimn UM
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2 tuna. UM 2 tuna (MMBOKA, MINOCA) — sto UM, pa3BuBaromuiicst 6€3 arepoTpomM003a, u3-
3a HECOOTBETCTBHSI MOTPEOHOCTEN MHOKap/ia B KUCIOPOJE U €ro JOCTAaBKOM.
M npu HOOCTPYKTHBHOM TMOPAXKEHUH SMUKAPIUAIBHBIX KOpOHapHbIX aprepuii - UMBOKA
(MINOCA) — 310 «pabouuii 1UarHo3», TpeOYIONIHA YTOYHEHUS IPUYHMHEI, JICKAIIEH B OCHOBE Y

KOHKPETHOro namuenTa [2, 294, 317, 343].

B reneze UM npu ['KMII MoryT o0cyx’aaThCcsi CleIyIOLIME TaTOTEHETUYECKUE
MexaHu3Mbl (cM. Takke Pucynok 1. ITpunoxenne B.):

1. Wmemus npu HEOOCTPYKTUBHOM MOPAXKEHUH SMUKAPAUATIbHBIX KOPOHAPHBIX apTEpHii
(INOCA — Ischemia with Non-Obstructive Coronary Arteries) (cMm. pa3zaen
«ITaTorenesy).

2. OOCTpyKTHBHOE MOpaxKeHHEe SMUKAPANATBHBIX KOpoHapHbIX apTtepuil — UBC B crapiueit

BO3pacTHOM rpymrie naiueHToB ¢ 'KMII.

pu ’KMII moxert pa3zBurbess UM 1 Tuna, AMarHocTuKa v JICUEHUE KOTOPOTO U3JIOKEHbI B
COOTBETCTBYIOLIMX KIMHUYECKUX PEKOMEHAALMAX.

WuBasuBnas win KT anruorpadust Ui MCKITFOYSHHUS/TIOATBEPKACHUS 00CTPYKTUBHOTO
MOPAKEHUS] SITUKAPAUATIbHBIX KOPOHAPHBIX apTepuil nokazaHa nauueHtam ¢ ['KMII crapuie 40
JIeT, HE3aBUCUMO OT HaJW4us TUIIUYHOTO I CTEHOKapIuu OOJIEBOTO CHHApOMAa B TPYIHOU
KJIETKE.

OpnoBpemenHo ¢ KAI' maumentam ¢ I'KMII  pexkomenayercss BbmoaHsaTs JIK-
BEHTPUKYJIopaHio, KOTOpas BBIABISAET y MAaIMEeHTa JUOO «3MUKAPAUAIbHBIM maTTepH» (30HbI
HapyLIeHUs COKPaTMMOCTH B IHpeJefaX CTEHO3HMPOBAHHBIX KOPOHApHBIX apTepuit), Jmdo
«MUKpPOBAacCKyJISIpHH TaTTepH» (30HbI HapyIIEHUS COKPAaTUMOCTH B OacceilHaX pa3HbIX
KOPOHApHBIX apTepuii, B TOM 4yuciie U 0e3 cTteno3os) [2, 16, 160, 177, 237, 269, 290, 294, 311,
317, 386, 401, 428].

Nmemus npu HeOOCTPYKTUBHOM MOPaKEHUH SMHMKApAUATIbHBIX KOPOHAPHBIX apTepuit
(INOCA — Ischemia with Non-Obstructive Coronary Arteries) umeet oOmHii
NAaTOr€HETUUECKUN MEXaHU3M MpU KapAUoOMHoMNaTusix, Ho u npu ¢penoxonusx ['KMII,

HanpuMep, MPH aMUJIOUIHON KapauomuonaTuu. [394].

I'KMIIu I'VI’K y cnoprcMeHOB

Pexomenoayuu no 3anamuro cnopmom, u3Kyaiomypoii, yuacmuro 6 CHOpmuHsIX
COpPE6HOBAHUAX .
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1298 e [laumentam ¢ 'KMII He3aBucuMo OT Bo3pacta, Moja, pacoBOM MPUHAMICKHOCTH, HATMYHS

1299 obctpykuuu BTJDK, mpoBeneHHBIX paHee omnepainuu centaabHoi Muosktromun win CAA
1300 wim wuMmioiadranun  MKJ[ y OGombHBIX  BbIcOKOTO pucka BCC, HE peKoMEeHI0BaHO
1301 (mpoTHBOIOKA3aHO) y4acTHE B CIHOPTUBHBIX COPCBHOBAHUSX W YIPAKHEHUSX BBICOKON
1302 unrencusHoctH [31, 33, 57, 62, 69, 91, 216, 301, 406, 429 ].

1303 EOK IC (YYPC,YA11)

1304

1305 KommeHTapuu:

1306 N3-3a BeIcOKOTO pricka BCC 3aHsATHA COPEBHOBATEIbHBIMY BUAAMU CIIOPTA MALIUEHTAM C
1307  I'KMII npoTuBOmnoKa3aHsl.

1308  /Ina nocumeneit A6HBLIX NAMOZEHHBLIX Mymayuil 0e3 nposaenenuil 3aooneseanus no IKI' u
1309  IXO-KT pexomenoauuu no onmumaibHOMy YpO8eHb QuU3UUECKOU aKMUBHOCMU U XapaKmepy

1310  ghusuueckux Hacpy3ok O0IHCHbL OblmMb COHOPMYIUPOBAHLL NOCNE KOHCUUYMA  C ydacmuem

1311 MVﬂbmuducuunﬂuHapHoﬁ KOMAHObI cneyuaiucnios (eeHemuK, Kapduwzoe, cneyuaiucnt no

1312 cnopmueﬂoﬁ MeduuuHe, ncuxoioe u 019) HA OCHOB€e pacCMompeHUus BbIABIEHHOU mymayuu,

1313 pe3ynbmamos  pecyispHbIX U NOBMOPHLIX  KIUHU4eckux uccreoosanuti (MPT c
1314  kommpacmuposanuem, npogseoerue cmpecc-TT-DXOKT). C yuemom cmpamuguxayuu pucka
1315  BCC Ha ocHo8e e8poneucKoll U amMepuKancKol Mooeu.

1316 Cnopmcmenuwt gvicokozo knacca ¢ I'JDK u monwunou cmenku JDK > 13 mum (13-15 mm)
1317 cocmasnsaom auws Heborvuyto yacms (1,5-1,7%), Kax npasuno, smo cnopmcmerul ¢ 00abulotll
1318  maccoii mena, Ho oHu npeocmasisom «cepyio 30uy» IJDK. Umenno y smoti epynnol mpebyemcs
1319 Oupghepenyuanvuviii ouacnos ¢ 'KMII [62, 301, 406].

1320 Bonpoc ouaenocmuxu kpaiine éascen, m.x. npu namonocudeckou I JDK evicox puck BCC,
1321  a maxkowce nocmanoeka ouaznoza I'KMII naxknaovieaem 3nauumenvHole 02panuyeHus Ha Kapbepy
1322 cnopmcmena, 3anpewjas yiacmue 8 COpe8HOBAHUSIX.

1323  Haubonee wacmo ucnonv3yemvle noxkazamenu onsa ouggepenyuanvrou ouacHocmuxu I KMIT u
1324 adanmusnou I JDK y cnopmcemenos npedcmasiensl Ha pucyure. (Pucynok 5, Ipunoxenue b )
1325  Baowcnblm OughghepenyuanvHo-ouasHoCmuieckum npusHakom sendemcs eviasnenue [IHI npu
1326 MPT ¢ kommpacmuposanuem. 9mo ceuoemenvcmayem 6 nonavsy I'KMII, oonako omcymcmeue
1327  IIHI e uckniouaem 3abonesanue.

1328  Ananuzupya cnopmuenyio IJDK Heobxooumo makoice npunHumames 6 pacuem Ccredyioujue
1329  ghakmopwi: 6uo0 cnopma u UHMEHCUBHOCMb MPEHUPOBOK, 6ospacm, noi (v myxcuun [TDK
1330  boavuwe), pocm u ec cnopmcemena. Oxonuamenvhulil 661600 0 duacrnoze I'KMII y cnopmcmena
1331  Oenaemcs Ha OCHOBE KOMNIEKCHOU OYEHKU KAK MONCHO DOble20 Yucia noxazamernell

1332
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Crpartupukanus pucKa U CTPATErMy NMEPBUYHOM 1 BTOPUYHOM
npopunakTuxku BCC

IToka3aTenu eKeroqHOM CMEPTHOCTH OT CEPACHYHO-COCYIUCTBIX INPUYUH Y B3POCIBIX
6ombHbIX KMIT cocraBmstor 1-2%. BCC, XCH u TpoM603MO0IMYECKHE OCTIOKHEHHUS
SBJISIIOTCSI OCHOBHBIMH NIPHUUUHAMHU.

Bhe3zannas cepaednas cmepts (BCC)» — 310 cMepTh, HacTynaromas He0XKHIaHHO U
MTHOBEHHO M3-3a KapAHaIbHbBIX MpU4KH (y ManuenTa 6e3 uin ¢ 3aboeBaHueM cep/ia) B
TedeHue | 4 mocie nosBICHHUS MEPBBIX CUMIITOMOB YXYALICHHS OOIIETO0 COCTOSTHHUS.

K nonsituro BCC He 0THOCAT ciiydyan HaCUJILCTBEHHOW CMEPTH WJIM CMEPTHU, BO3HUKAIOIICH B
pe3yibTare OTpaBiIeHUs, aC(PUKCUU, TPAaBMBbI WIIU IPYTOro KaKoro-iu0o HeCUaCTHOIO ciydvasl.
Puck BCC y manmentoB ¢ 'KMII 6e3 TpaguiuoHHbIX (aKTOpOB prcKa cocTaBisieT 5,9% 3a 10

aer [33, 240].

e 5S-netHuit puck BCC pekoMeHyeTcs OlleHUBATh IPH MEPBUYHOM 00CIJICIOBAHUH TALMEHTA C
['KMII u B nanbHeliem nepeoleHnBaTh Kaxasle 1-2 roga uim npu U3MEHEHUH

KMHUYecKkoro craryca [33, 110, 128, 208, 240, 253, 278,320, 373, 374, 406].

EOK IB (YYP A, Y]] 2)

e [lIxana “HCM Risk-SCD” pekoMeHayeTcsl B Ka4UeCTBE METO/1a OLICHKH pUCKa BHE3ATHOU
CMEpTH B T€UEHHE 5 JIeT JUIsl MAIMeHTOB >16 jieT 6e3 cilydyaeB peaHuMalllu MOoCe AHU30/0B
KT/DXK nnu cniontannoi ycroiunsoit KT ¢ moTepeit co3HaHMs WM TeMOINHAMHYECKUMHU

Hapymenusimu [33, 110, 128, 208, 240, 253, 278, 287,320, 373, 374, 406].

EOK IB (YYP A, Y]] 2)

Kommenrapuu: Pecucmpayus sicusneyeposicaiowux KHP u bpaouapummuti 0Cywecmensiemcst ¢ NOMOUWbIo
nosepxuocmuou IKI 6 noxoe, npu CMOKI', ¢ nomowbio UMIIGHMUPYEMO20 3ANUCHIBAIOWe20 YCMPOUCmMEda,
maxace npu Hazpysounoi npobe [415].

Hesasucumo om Hozonozuu nooagnsawuee OOILUUHCIIBO ONACHBIX OIS HCUSHU JHCETYOOYKOBLIX HAPYUIEHU
cepoeunozo pumma (83,4%) obyciosnensl snekmpuneckoll hecmabuibnocmuvio muokapoa. BCC uawe obycnosnena
DX (62.4%), bpaduapummusamu (16.5%), KT muna «Torsades de pointesy (12.7%) u KT (8.3%).

KT neycmoiiuuean (KT, cocmosiwyas Kax MUHUMYM U3 3-X JHCETYOOUKOBLIX KOMNAEKCO8, ¢ Yacmomotl > 120 u
npoooadcumenvHocmyio ne bonee 30 cex, komopas npexkpawaemcs camocmosmenvio). KT mooicem ovimo
Mmonomopuas (neusmenennas mopgonozus komniexca QRS 6 12 omsedenusx) u nonumoppnas (epems KT 6 12
omeeodenusix IKI usmensiemest kongpueypayus komniexca QRS;

KT ycmoiuiuugasn (monomopguasn, nonumopgnasn)- )XT, npoodonicumensnocmoio 6osee 30 cex, 3auacmyio ne

Kynupymwdasicsi camocmosamelbHo,
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Quopunnayusn yHeeay00uUKo8 - Hepe2yIapHbLIL KHCeIYOOUK08bLL pumm (06biuHo ¢ yacmomoti bonee 300 yoapos 6

MUHYMY) C BbIPANCEHHOU 8APUADETLHOCIBIO ONUHBL YUKIA, MOPDON0O2UL U aMIAUMYObl Komnaekcos QRS.

Cywecmsyem 06e modenu cmpamughuxayuu pucka BCC (mabruya 11 Ipunosicenue b):
1. Ha ocnose mpaduyuonHuix (Paxmopos pucka (aMepuKancKas Mooeib).
2. Ha ocnose pacuema unousudyaibHbIX OYEeHOK PUCKA, NePCOHUDUYUPOBAHHBIL HOOXOO.
(esponetickas Mooeb).
[Toarpynmsl MaMeHTOB BHICOKOTO PUCKA. JJOKa3aHHbIe (pakTopbl U Moaudukarops! pucka BCC
npezcrasieHsl B Tadauie 11. (Tabauma 11. [punoxenue b)
B tabmuue 12 npencrasnensl gakropsl pucka BCC B aMepuKaHCKON U €BPONEHCKON MOACIISX.

(Tabmuma 12. Ipunoxxenue b )

KommeHnTapmii:

«Kanpkynsatop» pucka BCC nmpu 'KMII no eBpomeiickoil MOAenu NpenCTaBlIEH Ha caiTte
http://doc2do.com/hcm/webHCM.html ).

I Esponeiickast modenv npoenosuposanus pucka BCC «HCM Risk-SCD» umeem
02PAHUYEHUA:
1. ne npumensemcs y nayuenmoe cmapuie 80 nem u monodxce 16 1em
2. He npumeHsemcs y nayuenmos ¢ genoxonuamu I’ KMII, I'’DK y cnopmcmenos
I Ilposeoena mooughuxkayus  hopmynsl pacuema ¢ UCNONb308AHUEM MAKO20 hakmopa Kax

makcumanvnas momyuna cmenku JDK (6 «HCM Risk-SCD Calculatory - pexomenoosano

yKkazvleamo He 6onee 35 Mm) (npodorxcaemes anpobayus nosoii modenu) [278]

Anroput™m nepBuuHoi U BTOopuuHON npoduiuaktukn BCC y 6onpHeix 'KMII npusenen na

13apencrasieH Ha pucyHke 6. (Pucynok 6. Ipunoxenue B)

1397
1398

1399
1400
1401

1402
1403
1404
1405
1406
1407

3 JleyeHnne, BKJIIOYASI METUKAMEHTO3HYIO 1 HEMEIUKAMEHTO3HYI0 TepPanum,
AUETOTEePanunIo, 00e300/1UBaHNEe, MEAUINHCKUE TOKA3AHUS U
NMPOTUBONOKA3aHNUS K NIPMMEHEHUI0 METOI0B JIeYeHUsI

Jleuenue I'KMII Bxirouaer QapMakoTepanuio, 53HIOBACKYJSpHbIE BMEIIATENIbCTBA,
XUPYpPrU4ecKre U HEeXHUpPYpruyeckue MeToAbl peaykiuu runeprpodupoBannon MXKII,
MEXaHUYECKYIO MOJEPKKY KPOBOOOPAIIEHHUsI, TPAHCIIIIAHTAIIUIO CePILIa.

Pexomennaruu no neuernto ' KMII ocHoBaHbl Ha 1aHHBIX 00 3(pPeKTUBHOCTU U
0€30MacHOCTH MPUMEHSIEMbIX (PApMaKOIOrMUECKUX CPEJCTB, MOTYYEHBIX B OCHOBHOM B

Ha6J'IIOI[aTeJ'IBHI)IX HUCCICIOBAaHUAX. PaH)IOMI/ISI/IpOBaHHBIe KIIMHUYCCKUEC UCCIICAOBAHUA
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MaJIOYMCJICHHBI M C MaJbIM KOJMYECTBOM BKIIFOUEHHBIX nanueHToB [ 144, 147, 180, 202, 226,

235, 273, 283, 348, 370, 375, 391].

®apmaxorepanus npu ['KMII B 0CHOBHOM yilydIlIaeT CHMIITOMAaTUKY U MIPEAYNIPEKAACT
ocnokHeHus (aHTukoaryasHTHas tepanus npu @I, kopaapon-dapmakonoruueckas
KapauoBepcus U npodunakTrka peunanBoB DI, nedenue xenya0uKOBbIX HAPYILICHUN
cepaeuHoro putma u Jip.). Equncreennsie BMemarenscTBa rpu ['KMII, koTopeie, kak
[10JIAraloT, BIUAIOT Ha JI0JITOCPOYHBIN IPOTHO3, MPEACTABISAIOT COO0M XUPYPruyecKyto
MHOAPKTOMHUIO W MMILUIAHTAIIMIO KapanoBepTepa-nedudpuistopa (MKJI) [108, 202, 206, 208,
426].

ComnyrctByromue 3a0051€BaHus, HATPUMED, ApTEPUATBHYIO TUIIEPTEH3HIO, CaXapHbIH
nualeT, UCTUIHISMHS U JIp.) PEKOMEHIOBAHO JICYUTh B COOTBETCTBUH C CYIIECTBYIOIIMMU

HAIMOHAIbHBIMU KIIMHUYECKUMH peKkoMeHaanusamu. [34, 35, 48,].

Hocunepmpogpuueckas cmaoua 'KMIT

Pa3pabarpiBatoTcs moaxoabl K (papMakoTepanvM HOCHTENCH MyTaluH, acCOUUMPOBAHHON C
['KMII, na goruneprpoduueckoit craguu. Hekoropsle nmpenapatsl IpeacTaBieHsl B Tadbaume 13.

(Tabmuua 13. Mpunoxenue b) [303, 375].

3.1 dapmakorepanus

T'unepmpoguueckaa cmaous I'KMII, acumnmommnsle nayuenmoi.

e He pexomennyercst Ha3HaueHue O6era-Ab m 6510KaTOpOB MENJIEHHBIX KalbLIMEBBIX KaHAJIOB

(Bepanammin**) manuentam ¢ OeccumnTomMHbIM TeueHueM ['KMII, Ttak kak ux mnonesHoe
JercTBre He moka3aHo. [31,33,47]

EOK IIIC (YYPC,YIA5)

e PexomeHI0BaHO pacCMOTPETh BO3MOKHOCTh Ha3HAUEHUs HEBazoAWIaTUpyonmx oOera-Ab
WIN Bepanamuia** neTsiM 1 acCUMIITOMHBIM B3pociibiM ¢ obcTpykiueit BTJDK (nokos u
uHayuupyemoit) ans camxenus '] B JDK.

[31, 33, 47, 372]

EOK IIbC (YYPC, YA 5).
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1453
1454
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1459
1460
1461
1462
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1465
1466

1467
1468

1469
1470

1471
1472
1473

1474
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1476

1477
1478

1479
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AJITOPUTM TakTUKHA BeIEeHUs acUMNTOMHBIX nanueHToB ¢ 'KMII npeacraBien Ha pucyHke 7.

(Pucynok 7. [Ipunoxenue b)

KomMmenTapumu.

1. Cumnmommuviil unu 6eccummomHblil nayuenm - pewiaem 6pad nocie 0emaibHO20
obcnedosanusl

2. Jlondicen bbimb pewier 60Npoc 06 OMaUdUU UCMUHHO20 OMCYMCMBUS CUMIINOMO8 OM
aoanmayuu 3a cuem oopasza HCUHU, Nymem npoeedeHUs mecma ¢ Gusuueckou
Haepy3kou u oyerku ouomapkepos XCH 6 ounamuke

3. B pamkax eedenus 300p06020 00paza Hcu3Hu yenecooopasHo npogedenue aspooHbIX
VAPAICHEHUU HUZKOU UHIMEHCUBHOCU

4. Heobxoouma esxcecoonas nepeoyenxa pucka BCC, exnouarowas KT, CMOKI, DXOKT.

5. Conymcmeyowue 3a6051€6aHus, HANpUMep, apmepualbHas 2Unepmen3usl, CaxapHulil
ouabem, oucaunuoemusi u 0p.) peKOMEeHO0B8AHO JleYUmb 8 COOMBENCMEUL C

cyuiecmeyroumumMu HAaYyuoHAJ1bHbIMU KIURUYECKUMU peKOMeH()ClI/!MﬂMM

[17, 31, 33, 120]

®dapmakoTepanus CHMNTOMHBIX nauueHToB ¢ 'KMII.

OO011e MOIOKEHUS:
1. JleueHue nanveHTOB C OOCTPYKTMBHOH M HEOOCTPYKTHBHOM (opmamu 3a0oseBaHMS

HMECT CYIICCTBCHHBIC pa3jinvius.

2. Jleuenwme JOJIKHO OBITh AoalTUPOBAHO K YHHKAJIBHBIM XapPAKTCPUCTUKAM KaXKIOTO

OTACIBHOTIO IMMaIKCHTA

3. JlexkapcTBeHHBIE MpenapaThl, TPAIUIMOHHO NpuMeHseMble B Tepanuu I'KMII, ssnstorcs
CPEJICTBAMU C OTPULATENILHBIM HHOTPOITHBIM JIEHCTBUEM M HANPABJICHBI HA KYITUPOBAaHUE

WU 00JIETUCHHE CUMIITOMOB 3a00JICBAHHMS.

dapmakorepanus odocTpyxkuun BTJIK

o Jleuenne THOOBIMHU JICKAPpCTBECHHBIMU  CPECACTBAMH PCKOMCHAYCTCA HAYMHATH C

MHUHHUMAJIBHBIX 103 U C OCTOpO}KHBIM nux THTpOBaHI/IeM B TCUCHHUC HOCTATOYHO OOJTOI0
Bpemenn [31, 33, 47, 120, 138, 219, 222, 227, 274, 275, 303, 358, 360-363, 375].
EOK IB (YYP A, Y]] 2)
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YIpoueHHbI alropuT™M JUArHOCTUKU U MOAXOJIOB K JICYEHHIO OOCTPYKTUBHBIX (hOpM

I'KMII npencrasnen Ha pucynke 8 (Pucynok 8 Ilpunoxenue b)

Anroput™m ¢apmakorepanun obctpyktuBHOH ~['KMII mpeacraBien Ha pucyHKEe 9

(Pucynok 9 Ilpwioxenue b)

e HeBazogunartupyromme Oera-Ab ¢ mogbopoM MakCHUManbHON MEPEHOCUMOW J103BI

PEKOMCHAVIOTCA B KadCCTBC nepBoﬁ JIMHUKW TCpalvu AJid YMCHBUICHUA CUMIITOMOB Y

narueHToB ¢ oocrpykiueit BTJIK (mokos u unaynupyemoit) [31, 33, 38, 47, 120, 138,
219, 222, 227, 274, 303, 326, 360, 362, 375].

EOK IB (YVP A, YU 2).

[TpaBwmiia u ocodeHHOCTH Ha3HaueHUs Oeta-Ab npencrariensl B Tabuie 14. (Tabnuma 14.

[Tpunoxxenue b)

e Bepamammwr** ¢ mombopoM MaKCUMaTbHOW IEPEHOCHMOHN J103bI PEKOMEHIYETCS TEeM

nanuentam ¢ ooctpykiueit BTJDK (mokost nian mHAYIMpyeMoii), KOTOpbIe HE MEPEHOCST
WK UMEIOT MPOTHBOIIOKA3aHUs K HasHaueHuio Oera-Ab [31, 33, 47, 72, 73, 120, 152,
219, 222, 303, 331, 332, 362, 363, 375].

EOK IB (YYP A, VI 2)

IIpaBuna M 0coOEHHOCTM Ha3HAueHHUs Bepamammwia®™* mpencraBieHsl B Tabmuue 15.

(Tabmuua 15. Ipunoxenue b)

o Jluntnazem c¢ moAOOpPOM MaKCHMalIbHOW MEPEHOCUMOM 103l PEKOMEHIOBaH
cumnmomHulM TanueHTaM ¢ ooctpykiueit BTJDK (mokos wnum wHAynupyemoii),
KOTOpBIE HE TEPEHOCIT WM MMEIOT MPOTHBOIOKA3aHUA K Ha3HaueHUio Oeta-Ab u
Bepanammia** [31, 33, 47, 120, 219, 222,227, 303, 362, 363, 375, 391].

EOK IIC (YYPC,YAA2)

PexoMeHyeMble cxeMbl JiekapcTBEHHOTO JieueHus: 0onbHBIX ['KMII npuBenensr B Tabmuie 16

(Tabnuua 16 Ipunoxenue b)

° I[I/IBOHI/IpaMI/L[[ C HOI[60pOM MaKCHMaJIbHOM HCpCHOCHMOﬁ A03bI PCKOMCHAYETCA

JIOTIONTHUTENBHO K Tepamuu Oera-Ab (unmu, eciu HEBO3MOXXKHO Ha3HauuTh OeTta-Ab, k

BeDaHaMI/IHV** Wi __JUITHA3EMY JJId YMCHBUICHUA CHMIITOMOB Yy IIaOUCHTOB C
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oboctpyknuenr BTJIDK (mokost wim unaynmpyemoit) [31, 33, 47, 120, 227, 219, 279, 303,
339, 361, 375, 400].

EOK IB (YYP A, Y] 2)

e Jluzonupamuja ¢ 1MoA0OPOM MAaKCHUMAJIbHOM IEPEHOCHMOM /103bI DPEKOMEHIYETCs B

KaueCTBE MOHOTEPANHUM Ul YIy4yIIEHHs CUMIOTOMOB Y IALUEHTOB C OOCTPYKIMEH
BTJIXK (mokost uiu MHAYyLUPYEMOIi), KOTOpPbIE UMEIOT MPOTHUBOINOKa3aHus Kk O0era-Ab u

Bepanamuny* *unu qunrtuasemy [31, 33, 47, 120, 219, 279, 303, 339, 361, 375, 400].

EOK llaC (YYP C, V]I 2)

[IpaBuna u 0COOCHHOCTH Ha3HAYCHUS AU30MUpPaMHIa peacTaBieHsl B Tabaune 17. (Tabmuna

17. Ilpunoxenue b)

Kommenmapuii.
Juzonupamuo umeem menoenyuro mepamo 3¢hghekmusHocms co pemerem. Jlannviii npenapam

6 Kauecmee MOHOMePAnuU He NPeOHA3Ha4eH O 00120cpounou cmpamezuu [47].

I'’KMII co cpeanexenynoukoBoii odcrpykuueii JIK.

OTa KOoropra NalMeHTOB, KaK MPaBUJIO, UMEET CUMITOMHBIN BapuaHT, XapaKTepU3YIOIIHICS
noBelIeHHBIM puckoM mporpeccupyromeit XCH u BCC. ¥V 25 % wu3 Hux pasBuBaercs
anespusMma Bepxymku JDK.

[Matiuentsr ¢ TKMII u  cpemne-xenymoukoBoir  obcTpykuueit JIXK momxHbl momydath
BbICOKHE J103bl Oera-Ab (6ucompososn), BepanaMuia WU AUITHA3eMa, HO OTBET Ha JICUEHUE

9yacTo HeoNnTUMaIbHbIH [165, 177, 255, 338,353, 384, 420].

Jleuenne XCH ¢ ®B JIZK > 50% y 6ouabnbix 'KMII

e Hesazagunartupytromue 6era-Ab, BepanamMun™* unu qunruazeM peKOMEHIOBAHBI IS

YJ'IyLIIHCHI/IH CUMIITOMOB CepI[e‘-IHOfI HCIOCTATOYHOCTHU y ITaITMCHTOB C HeO6Cpr1(TI/IBHOI71
TKMIT 1 XCH II-IV ®K (NYHA) ¢ ®B > 50% [17, 31, 33, 47, 48, 120, 219, 222, 227,
229, 230, 238, 247, 249, 303, 331, 332, 391].

EOK IlaC (YYP C, VI 2)
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1547 e Maiible 10361 ETVIEBBIX U THA3UIHBIX JUYPETUKOB PEKOMEHAO0BAHBI AJISI ITAIIUESHTOB C
1548 HeoOcTpykTuBHOM 'KMII 1 II-IV ®K (NYHA) ¢ ®BJIXK > 50%, nns ynayuiieHus
1549 cumnromoB XCH [17, 25, 47, 48, 120, 219, 229, 230, 238, 247, ].

1550 EOK I1aC (YYP C, V]I 2)

1551

1552 e PexomeHJ0BaHO PACCMOTPETh BO3MOKHOCTh Ha3HAUYECHHUS (C OCTOPOKHOCTBIO) HU3KUX
1553 7103 TETIEBbIX WA TUA3UIHBIX TUYPETUKOB CUMITOMHBIM OOJBHBIM C OOCTpYKIUEH
1554 BTJIK, mist ymeHbleHus oasliku mpu Harpyske [31, 33, 47, 120, 219, 229, 230, 363]
1555 EOK IIbC (YYPC, YA 5)

1556  AnroputMm BpaueOHo#l TakTuku JjedeHuss XCH mpu I'KMII mpencrasien Ha pucyHok 10.

1557  (Ilpunoxxenue b, pucynok 10)

1558 Kommenrapuii.

1559  [lookaroueHue HUBKUX 003 NEMieblX UMY MUAUOHBIX OUYPEmMUKO8 Cledyem OCYWecmenams noo
1560  xoumporem HYCC u [I]], max xak ymeHvulenue obvema yupkyaupyrowei kposu y odoavHuvix OI'KMII
1561  moowcem npusooums K yeeauvenuro 1" /] ¢ BTJDK.

1562

1563 e [lpu rumoreH3uu u OTEKE JETKUX, KOTOPHIE OOYCIOBIEHBI THKEIOW HHAYLHPYEMOH
1564 obctpykuueir BTJDK, pekomeHn10BaHbl opajibHbIE WM B/B HEBa3zoAWIaTUpyoIue Oera-
1565 Ab u BazokoHcTpuKkTOpHI [31,33,78]

1566 EOK I1aC (YYPC, Y] 2)

1567

1568  Kommenmapuii.

1569  [lpu pazeumuu omexa neekux na nuskom AJ y nayuenma OI'KMII c evicokum I' /] ¢ BTJDK
1570  Heobxooumo uckarouums OKC, (mak kax ucnonv3osauue 8 3moti cumyayuu

1571  8azo0unamamopos u npenapamos ¢ NOJOHCUMENbHLIM UHOMPONHBIM dhdexmom aeniaemcs
1572 onacHvim Ons dHcusnu). Jleuenue 0012CHO cOCmMOsAMb U3 OPAlbHLIX UlU 68/6 bema-Ab u

1573  eazoxoHCMpPUKMOPOS.

1574

1575 e [lammmentam ¢ ['KMII u o6ctpykuueit BTJIDK (mokost unu uHIynupyemMon) He
1576 DPEKOMEHIYeTCs. NPUMEHEHHE apTepPHUANbHBIX U BEHO3HBIX TUJIATATOPOB, BKITIOYAs
1577 HUTPATBI U UHTUOUTOPHI (hochommdcTepassl [31,33,78, 281].

1578 EOK I1IC (YYPC, Y 5)

1579
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e [lammmentam ¢ TKMII u oOctpykmueit BTJDK (mokoss wim wuHIynmupyemoin) He

DPEKOMEHJIyeTcsl MpUMEHEeHHe HupeAunuHa*™* |  IpyruxX aHTaroHWCTOB — KaJlbLIUA

qUraaponupuauHoBoro psaaa [31,33].

EOK ILIIC (YYP C, VI 5)

Kommenmapuit. Ochonoil Hedicenamenbhblii MexaHu3m 0etucmseusi apmepuaibHblX U 6eHO3HbIX
OULAmMamopo8, 8KI04as HUMpamul U UHSUOUMOPbL hocghoouscmepasvl,  00ycI08/1eH

yeenuueruem oocmpykyuu BTIDK.

e [lammentam ¢ TKMII u oOGctpykmuern BTJDK (mokost m uHAyIIMpyeMoi) He

pekomenayercs aurokcua®*[31, 33].

EOK IIIC (YYPC, YA/ 3)

e [lammentam ¢  I'KMII m yCcTOMYMBBIM CHHYCOBBIM pPUTMOM HE PEKOMEHIYETCS
NpHMEHEHHE CepAEeUHBIX ITHK03ua0B. [31, 33, 47].
EOK IIIC (YYPC,YIAAS)
I(ommenmapuﬁ. Tonoorcumenvuvie UHOMPONnHblIE npenapanivl, MAKue KaKk HanepCcmsaHKa
npomueonoKasaHsl eciieocmeue NoAONCUMENbHO20 UHOMPONHO20 U npoapummocenHnHoco 3([)gbel<m06.

e Bepanamun** He pekoMmenayercs nauueHTam ooctpykruBHoi 'KMII B ciyuasx Hanmuuus

CHCTEMHOM TUIIOTCH3UU M BBIPAXKEHHOU ofbIKy B mokoe[31, 33, 47,130].

EOK HIC (YYPC, YA S)

Jleuenue XCH ¢ @B JI’K <50% y 60abHbIXx 'KMII

e [lanmentam c HeoOcTpykTUBHOI ['KMII u ®BJDK<50% pexkomennyiorcs 6Oera-Ab, B

nononHeHue Kk uaruoutopam AII® (unu BPA, ecnu nanueHT He MepeHOCUT HHIUOUTOPBI
All®) nns ymMeHbIIEHUS CUMOTOMOB, CHM)KEHUS PHCKAa TOCHUTAIM3ALUNA MO MOBOIY
XCH u BCC, (B oOTCyTCTBHE paHIOMHU3UPOBAHHBIX wHccienoBanuii mo ['KMII,
3P PEKTUBHOCTh MO TOCMUTAIU3ALMAM, CUMITOMAM U CMEPTHOCTH Ipeanojiaraercs, HO

He nokazaHa). [17, 31, 33, 34, 48, 229, 230, 238, 247, 349, 364]

EOK I1aC (YYP C, Y] 2)
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KomMmenTapuid

» bBema-Ab saenstomcs npenapamamu nepeoul TUHUU, NPUMEHAEMbIMU OISl CHUMCEHUS 2PAOUEHMA U
obnecyenus cumnmomos. OmpuyamenvHvle uHomponuvie 3¢)gexmvr bema-Ab  aenraomcs
OMHOCUMENLHO YMEPEHHbIMU, NOIMOMY OHU MOSYM UCHONb308AMbC 0axce Y NAYUEHMO8 C

T'KMII u XCH u ®BJDK < 50%.
» bema-AF ne evisvisarom pesxoeo usmenenus @B JDK 6 nokoe

»  Buconponon®* npeonoumunvueii npu I'KMII u XCH ¢ @®BJDK < 50% [47]

e [lanmmeHTam ¢ HEOOCTPYKTUBHOM I'KMII u II-IV ¢yHKIMOHATBHBIM KJIAcCOM IO
NYHA ¢ ®B JIDK < 50%, pekoMeHayrTCs Majble J03bl MMETJIEBBIX M THA3UIHBIX
JUYPETUKOB JUIsI yMEHBIICHUS CUMIITOMOB, CHHXXEHHUS pHCKA TOCHUTAIM3ALUNA T10
noBony XCH (B oTcyrcTBHE paHIOMU3MpPOBaHHBIX ucciaegoBanuii mno ['KMII,
3¢ (HeKTUBHOCTH MO TOCMUTATU3AIUSAM, CUMITOMAaM U CMEPTHOCTHU IPEANOJaraercs, HO

He jokasana) [17, 31, 33, 34, 48, 120, 229, 230, 238, 247, 349].

EOK l1aC (YYP C, VI 2)

o [lammmentam ¢ HeoOcTpykTuBHOH ['KMII ¢ ®BJDK<50% ¥ moCTOSHHBIMU CUMIITOMAMU
XCH lI-IV ®K (NYHA), necmoTps Ha jedenue uaruoutopamu AIID (wmu BPA, ecnu

MaldeHT He TMnepeHOoCUuT uHruoutopbl AllD) u  6ema-Ab — pexomendyromes

AHMALOHUCIbL_peyenmopos_K_Mmunepanokopmuxoudam (APM), s CHUKEHHs pHCKa
rociutanu3anuii nmo mnosogy XCH um BCC (B oTCyTCTBHME paHIOMH3MPOBAHHBIX

ucciaenoBanuii mo ['KMII, sddexktuBHOCTF MO TrocHUTAIM3AIUSAM, CHMITOMaM U

CMEPTHOCTH IpeJlnoiaraercs, Ho He JAokazaHa).[17, 33, 34, 48, 120, 229, 230, 238, 247,
349].

EOK I1aC (YYPC, V1] 2)

Anroputm BpaueOHOW TakTuku jedeHuss XCH npu I'KMII npeacrtaBnen Ha pucynke 10.

(Pucynoxk 10. [Ipunoxenue b)

KommenTapmii

Takxmuxa neuenuss nayuenmos neoocmpykmuernou ['KMII ¢ cucmonuveckot oucgyuxyuetl
bazupyemcs Ha npUHYUNAx 0OKA3amenvHol apmakomepanuu, paspabomaHusix Ol 63pOCblX
nayuenmos ¢ XCH co chuscennou @BJDK u exnrouaem pexomenoayuu no npumeneHuio bema-

AB, UAII®, BPA, ouypemuxos u op.
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1652 [17, 34, 48, 120].
1653  Jaumuwsie, noayuennvie Maron M.S. u coasm., (2018) 6 npocnekmugnom paHOOMUUPOBAHHOM
1654  08OUHOM Clenom uciedo8anue He NOOMEEPHCOAlom UCHOIb308AHUE CRUPOHOIAKMOHA NpU
1655  I'KMII ons ynyuwenus pemooenuposanus JDK nymem ymenvwenus ¢ubpoza muokapoa uiu

1656  uszmeHenus Kiunudecko2o mevenus [235].

1657

1658

1659  JleyeHHMe CTEHOKAPAHUHU Yy MaNUEeHTOB ¢ HeoOcTpyKTUBHOM ['KMII

1660

1661 e bera-Ab ¥ HEIUTHIPONMPHUANHOBBIC aHTATOHUCTHI KaIbIUS (BepanaMuin™**, muinruazem)
1662 peKoMeH10BaHbl nanueHTaMm ¢ HeoOcTpykTtuBHOM ['KMII u creHokapautuyeckumu
1663 0OJIIMH TIPH  OTCYTCTBHHM OOCTPYKTHBHOM KOpoHapHOW Oojie3nm cepana [16, 31, 33, 47,
1664 294, 396, 401, 418, 428].

1665 EOK llaC (YYP C, VI 2)

1666
1667  IlpaBuia U 0COOCHHOCTH Ha3HAYCHHS BepamaMuia®™* mpepcraBiieHbl B Tabnuie 15 u tabmuie

1668  16. (Tabmuua 15 u 16. [Ipunoxenue b)

1669  Kommenmapuii

1670  Ilayuenmwr ¢ I'KMII uacmo npedvsasnsaiom s aiobvl Ha 001b 68 2PYOHOU KiemKe, KOmopdas.
1671  mooicem umems UNU HE UMEMb MUNUYHBLE NPUSHAKY CMEHOKAPOUU. DMom CUMNMOM G03HUKAEm
1672  us3-3a Oucbanamca MmedHcoy NOCMABKOU U NOMPeOHOCMbIO  KUCIOpoOd, npugooum K
1673  eunonepgysuu u uwemMuu MUOKapod, KOmopas 6mopuiHa no OMHOWEHUIO K YMEHbULeHUIO
1674  Kpoomoka uepes mMavle UHMPAMYPAbHbLE KOPOHApHbIe apmepuu (cm. pasoen «llamozenesy).
1675 Ha smane  nosenenus y nayuenma npucmynog cmeHokapouu HeoOX0OUMO YMOUHUMb, He
1676  nosasunacy Jau 'y He20 UHOYYUPYeMAas HASPY3KOU JNaAMeHmHAs KOPOHAPO2EHHAs 0OCMPYKYUs.
1677  w/unu uwemus muoxapoa. Pexomenoosana cmpeccOXOKI ona  onpedenenus noxazanuu K
1678  KAI' u pesackynapuzyyuu, 6 mom uucne npu cmenozax KA <50%. Bepanamun  cnocoben
1679  yMeHbWaAmMb UWEMUI0 MUOKapod, 6 m.u. 0e3001e8yio, u Yryyulams e20 OUacmoIudyecKyro
1680  ghynxyuro JIK.

1681 Panonazun  npumensiom 0N Je4yeHUs CMEHOKAPOUU y NAYUEHMOS, NepeHeculux
1682  ocmpuwiil koponapHwiti cunopom (PKH MERLIN TIMI . On uneubupyem noszonuii nampueswiii
1683  moOK 6 cepOeuHbIX MUOYUMAX, YMO YMeHbUidem nepecpy3Ky Kaabyuem 8 dMux KIemrax, mem
1684  camvim cHudcas ouacmoaudeckoe Hampscenue cmenku JDK u nompebnocmv muokapoa 6

1685  Kucnopooe.
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1686 Ilo oannvim Gentry JL u coanrt. (2016), peeynsaproe npumenenue parnorasuna 6 meyerue 2
1687  mecayes 6 dosuposxke 500—1000 me 2 paza 6 OeHb npugeno K 3HAYUMENbHOMY 001e24eHUro
1688  cmeHOKapouu u cumMnmomos cepoeunou nedocmamounocmu (CH), a maxoice ynyuuienuio
1689  kauecmaa dcuznu cumnmomuuix nayuenmos ¢ 'KMII[147].

1690 B mynemuyenmposom nnayebo-xkonmponupyemom uccieoosanuu RESTYLE-HCM (Olivotto
1691 1., Camici P.G. u coaem., 2018 2.) npumenenue panonrasuna 6 meyenue 5 mecsiyes He npueeio K
1692  3HAUUMOMY YIYHUEHUIO NEPEHOCUMOCTU PUULECKOU HASPpY3KU, noKazamenell OUACMOIUYecKoll
1693  @yuxyuu, ymenvwenuro ypoeuet MHYII unu ynyuwenuro kawecmea JHCUSHU Y NAYUEHMOB
1694  neoocmpyxmusrot I' KMII no cpasnenutro ¢ epynnoti, noayuaswux niayeoo. Ilpuem panonasuna
1695  00CMOBEPHO aACCOYUUPOBAH CO CHUNCEHUEM KOIUYECMBA IHCeNYOOUKOBbIX IKCMPACUCMON NO
1696  pesyrvmamam cymouno2o monumopuposanusi IKI'. Panonazun npooemoncmpuposan omauunsie

1697  noxaszamenu 6ezonacnocmu [283].

1698

1699 e PEKOMEHJ0BAaHO PACCMOTPETh BO3MOKHOCTb HCIIOJIB30BAaHHUS ~ HUTPATOB PEr 0S y
1700 nanueHToB ¢ HeoocTpykTuBHON ['KMII co creHoKapauTHueckumMu O0JIIMU U OTCYTCTBUEM
1701 00CTpYKTHBHO# 00JIe3HU KOpOoHapHBIX apTepuii [31, 33].

1702 EOK IIbC (YYP C, Y/ 5)

1703

1704  Jleyenue AI' y manuentos ¢ 'KMII
1705

1706  Jleuenue cunapoma AI' y manueHtoB ¢ HeoOcTpykTHBHOM ['KMII npoBogutcs B monHomM
1707 cootrBercTBuM ¢ KimHndyeckumu Pexomennanusmu no geueHuto Al y B3pOCibIX.
1708

1709  Jleuenue cunnpoma AI'y manuentoB ¢ odcrpykruBHoii ['KMII

1710 HavanpHble 1 neneBble 10361 IpH JekapcTBeHHOM Tepanuu [ KMII npencraBnensl

1711 B Tabnuue 16 (Tabmuua 16, [Tpunoxenue b).

1712 » Illar 1. IpekpatuTe TpHEeM Ba3OAMJIATATOPOB (€CIW MAIMEHT paHEE Pa30BO HWIIH
1713 KypcaMy TpHUHHMAaJ Ba30AUJIaTaToOpPhI).

1714 » llar 2. HasHauuThb MAaKCUMAJbHO NEPEHOCHMEIE 103k OeTa-AB, Bepamamuna Wiam
1715 KoMOuHarmu 0oooux npenapatoB o koHTpojem YCC u mpoogauts DK -MoOHUTOpHHT
1716 QT/ QTc, u AB-npoBezenus). [IpeanoOYTUTEIBHO HCIOIB30BaTh MPOJIOTUPOBAHHBIC U
1717 BBICOKOCENEKTHBHBIC OeTa-Ab (buconponon™*, amenonon**, naoonon).
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1718
1719
1720
1721
1722
1723

1724
1725
1726
1727
1728
1729
1730

1731

1732
1733

1734
1735
1736
1737
1738
1739
1740
1741
1742

1743
1744

1745
1746
1747
1748
1749

1750
1751
1752
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» 1llar 3. Ilpu ycnoBuu »s¢dextuBHoro kontpons I/l B BTJIK ¢ momonisio DXOKI
(Ha ¢one mpoBomuMON Tepamuu - Oera-Ab+ouzonupamuod), HapymeHui putMmMa H
POBOJUMOCTH, MpoaoxkuTeabHocT uHTepBada QT/QTc (mo DKI' u CMDKI)
OTCYTCTBUH TOSIBIICHHUS JIOTIOJIHUTEIFHONW KIMHUYECKOW CUMITOMATHKH, PacCMOTPEThH
BO3MOXXHOCTh OCTOPOKHO J100aBUTh HU3KYIO 103y TUPOXJIOPTUAZU]IA C TPHAMIITEPEHOM

noz kontposieMm ['J] B BTJIXK [47, 52, 363].

Kommenmapuii. Onovim newenus no Sherrid M.V. [363]: npu msorcenoit o6cmpyxyuu ¢ BTJDK y

nayuenmos ¢ OI'KMII+AI, nexonmponupyemoti apmakomepanuetl, npo8oOUMOL 8 NOJIHOM

00veme, npubIUZUMENbHO Yemeepmu nayuenmos (22%) nompebosanace pedykuyus MIKII ¢

yenvto crudicenus 1] ¢ BT/DK u 16% nompebosanca HIKC ¢ kopomxoii 3adepockoii AB ons

ymenvwenus 1/ 6 BT/DK y 60nvbHbix ¢ UCXOOHbIMU (UMY AMPOSEHHLIMU HA (POHe
KOMOUHUPOBAHHOU mepanuu) HapyweHusmu AB npoeedenus u HYympuicenryo00ouKko8bLMu

o1oKaoamu.

Jleuenue puOpmIsIUMU NIpeacepauii

@I sBisercs Hanboee yactoi aputmueit npu ['KMII, pacpocTpaHeHHOCTh KOTOPOU
3aBUCHUT OT TsDKeCTH 3aboseBanus: 22% B 00111ei koropte u 10 32% B KOropTe MalueHTOB ¢
nokazanusMu s umiutanTanud MKJ] u ODKC/IDKC [146, 161, 219-223, 227, 284, 285, 300,
327]. Yacrora Bctpedaemoctu PII de novo B o6meit koropre I'KMII cocrasisier okoino 2% B
ron [146, 284, 300].

3agauamu  apmaxorepanuu  npu ['KMII, ocnoxuennoit @II sBasercs KynupoBaHHE
npuCcTyna, NTpo(UIakTUKA PEIUINBOB apUTMUU U TPOMOOIMOOIUYECKUX OCIOKHEHUH.

Pannee BeisiBieHne u Jsiedenne DIl uMmeer BakHOE 3HA4YEHHE IS CBOEBPEMEHHOM

NEPOPAILHOM aHTUKOATYJISILIMU 1aXe MTOCIIE OJHOT0 SMU30/a.

BoccraHoB/ieHMe CHHYCOBOI'O PUTMA M NPO(PHIAKTHKA PeNHINBOB

e PekoMeHI0BaHO Kaxjable 6-12 MecsieB mpoBOAWTH 48-4acoBO€ MOHUTOPHPOBAHUE
OKI' nnst BeisIBICHHUST Oec/MalloCUMIITOMHBIX Tapokcu3moB DI u ompenenenns: pucka
BCC B xoropre nmanuentoB ¢ ['KMII wu pasmepom JIII > 45 mm, Haxopsmmxcs Ha
cunycoBom putme [24, 31, 33, 37, 76, 86, 87, 88, 111, 190, 300, 304, 398, 409, 415]
EOK IlaC (YYPC, Y] 2)
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1753  KommeHTapuii

1754 Obnapysicenue DI ¢ nomowpio UMNIAHMUPYEMO20 NEMAEB020 PEUCPAMOpa Npeocmasiisem
1755 €060t YHUKANLHYIO 803MOICHOCTNY 0TI OLICMPOU BbIAGIEHUS OEC/MANO0 CUMPMOMHBIX napokcuzmos PII ¢
1756  yenvio npourakmuky MPOMOOIMOOIUUECKUX OCIONCHEHUN 00 MO020 KAK CAYYUACS UHCYIbI.
1757  Ilpeduxmopam u ¢paxmopamu pucka eo3uuxHosenus @I npu ['KMII sensiomces: npedcepouas
1758  muonamus, yeeauuenue pazmepa u obvema JIII, nosviwenue yposneti NT-proBNP ¢ kposu, XCH I1I-1V
1759 @K (NYHA), noorcunou eospacm, obcmpyxkyus BTJDK, eoereuenue npaevix omoenos cepoya,

1760  eenemuueckue hpaxmopul.

1761

1762 e BoccTaHOBJIIEHHME  CHHYCOBOIO pUTMa MOyTEM  OPSAMOM  AJIEKTPUYECKON WU
1763 (dbapMaKkoIOruYecko KapAHOBEPCHMH C BHYTPUBEHHBIM BBEICHHEM aMHOAApOHA
1764 PEKOMEH/IOBAHO y TAIMEHTOB ¢ HelaBHO Bo3HUKIIeH (< 48 wactor) ®DII [24, 86, 87, 190,
1765 300,398, 409].

1766 EOK Il1aC (YYPC, Y] 2)

1767  KomMmeHTapHii.

1768  be3 npeduiecmeyroujeri anmuKoazyJIAHMHOU NOO20MOBKU KAPOUOBEPCUs MOdcem Oblmb NpogeoeHa
1769  monvko 6 cuyuae, ecau OIUMENLHOCHb MEKYIe20 NapoKcusmMa He npesviuiaem 48 yacos. ¥V nayuenmog ¢
1770 beccumnmommuvimu napoxcusmamu DII, a makoce 6 cumyayusx, Koe0a HAyueHm 3ampyOHIemcs
1771  muazeamv OnumenbHOCMb MeKywje2o NapoKcusmMa U He NpUHUMaem anmuKoazyisiHmvl NOCMOSHHO,
1772 pexomenOyemcs 6030epicamovcs Om He3aMeOIUmenrbHo20 60CCMAHOBNIEHUs CUHYCOB020 PUMMAL.

1773 B omoii cumyayuu 603MOHCHO NpuMenenue 2-x cmpameuii e0eHus.

1774 Ilepsas cmpamezus: nposedenue panuetl kapouosepcuu nocie ypecnuwesoonoi IXOKI, ne svissusuieli

1775  mpombul 6 nonocmsx npeocepOull. AHMUKOASYISAHMHASL NOOQEPIHCKA 60  8PeMst  Npoyedypbl

1776 B0CCMAHOBIIEHUA CUHYCOB020 pumma obs3amenvha.

1777  Bmopas cmpamecusi: npu HeB803MONCHOCMU HposedeHuss upecnuuesoonot IXOKI unu eviserenuu
1778  mpombos 6 norocmsax npedcepouil npu upechuwjesoonou IXOKI  credyem nposodumv  no30HIO0
1779 kapouosepcuio nocie 3-x Hedeib npuema aHmuKodazyasHmos (Nocie KOHMPOIbHOU UYPecnuuje800HOl
1780  DXOKI, obsazamenvHoi 6 cayuae Haiudusi mpomoO08 6 NOAOCMAX npeocepoull npu nepeom

1781  obcredosanuu).

1782

1783 e AmuonmapoH** pekoMeHmoBaH s npoduiuaktuku - peuuauBoB DIT mocnme mpsimoit
1784 aNIeKTpHYECKOr KapauoBepcuu [86, 87, 254, 300, 327, 375].

1785 EOK I1aB (YYP A, YA 3)

1786

1787 e bera-Ab, Bepamamun** wiIM JUITHAa3eM PEKOMEHAYIOTCS s KOHTPOJS YacTOTHI
1788 cokpaieHuil xkenynoukoB y nanueHtoB I'KMII ¢ nocrosHHON mnn nepcuctupyromeit OII.
1789 [24, 31, 33, 86, 87, 190, 254, 300, 375].
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1790 EOKIC (YYPC, V] 1)

1791

1792 e PexoMEHIOBaHO PACCMOTPETH BO3MOKHOCTEL Ha3HAUEHUS HU3KUX 103 JUTOKCHHA

1793 namuentam ¢ HeooctpyktuBHoit ' KMII, crpanatommm nocrosuuoi popmoii @I u XCH
1794 [I-IV ®K NYHA, ¢ ®B <50%, 17151 KOHTPOJIs YaCTOThl COKPAILCHHUS JKETyT0YKOB.

1795 [17, 31, 33, 34, 47,48, 120, 190, 229, 230, 238, 247, 300]

1796

1797 EOK IIbC (YYP C, Y1 5)

1798

1799 HavajabHble M UedeBble  A03bI NpH JiekapcrBeHHol Tepanuu ['KMII

1800 mpeacTaniaeHbl B Ta0auue 16. (Tadauna 16, npunoxenue b).

1801

1802 KomMMeHTapuid.
1803 Amuooapon cuumaemcs Ay4uum npenapamom Oiisi KOHmpois pumma, oH 6esonacen u

1804  agpgpexmusen y nayuenmos ¢ ' KMII, ocrnoscnennoti @II.

1805 Comanon Moocem UCNONIb306aAMbCA 8 Kavecmee anlbmMepHamueHo20
1806  anmuapummuveckoz2o azenma 6 nedenuu nayuenmos I'KMII, ocobenno 6 cnyuae umnianmayuu
1807  UK][, xomsa KiuHuuecKuil onvlim e20 NPUMEHEHUsL 02PAHUYEH.

1808 Bosmooicno npumenenue doghemunuoa (ne 3apecucmpuposan 6 Poccuu) 0na Konmpous
1809  pumma y nayuenmos ¢ I' KMII ocnooicnennot @I1. Oonako, mpebyemcs oanvHetiuiee u3yyeHue

1810  6bezonacnocmu u 3ppexmusnocmu dogpemuruda 6 mepanuu PII y nayuenmos ¢ I'KMII [267,

1811 300].
1812

1813  IIpoduaakruka TpoM003MO0JIUIECKUX OCTO0KHEHUM

1814 e Ecnu HeT MpOoTHBOIOKa3aHWH, opanbHble aHTUKOArysiHTEI - ABK (uenesoe MHO 2.0-
1815 3.0) - pekomeHayeTCcs BCEM MAlMEHTaM, Y KOTOPBIX Pa3BUJIACh HEPCHUCTUPYIOIIAS,
1816 MNOCTOsIHHAs U NapoOKCU3MalbHas dopma @lII, A npOpHIAKTUKI
1817 TpomMboaMboarueckux ocnoxxkuenuit [17, 31. 33, 56, 86, 87, 88, 161, 190, 227, 284, 300,
1818 305].

1819 EOK IC (YYPC,YVAA1)

1820

1821

1822  KomMmeHTapmii.

1823 Ilepopanvuvie anmukoazynsinmel Hesasucumo om wkarwt CHA2DS2-VASc  pexomenoosanvr  Oadice

1824 nocie 00Ho20 3nuzooa PI1.
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1825
1826
1827
1828

1829
1830

1831
1832
1833

1834
1835
1836
1837
1838
1839
1840
1841

1842
1843

1844
1845
1846
1847
1848
1849
1850

1851

1852

1853

1854
1855

1856
1857
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Bapgapun — npenapam evibopa. Heobxooumo nomuums 06 sambpuomokcuunocmu sapgapun ( cm.
paszoen I'KMII y bepemennulx)
Menbuie OaHHBIX NO AHMUKOAZYTAHMHOU Mepanuu Npu mpenemanuu npeocepoutl u opyeux

npeoCcepoOHbIX apUmMMUSX, HO PUCK MPOMOOIMOOUU NPU HUX cyumaemcs maxum xax npu DI

e Ouenka pucka kKpoBoTeueHui mnpu mnomomu Imkaasl HAS-BLED pekomenmyercss mpu
Ha3HaueHUM aHtutpomboruyeckor tepanuu (¢ ABK wiam antutpomMOonMTapHBIMU

npenapartamu) [17, 31, 33, 86, 87, 88, 190, 300, 305].

EOK I1aD (YYP A, VI 3)

KommenTapuii.
» Ilpu Hasmauenue aHmumpomb6OmMu4ecKoll mepanuu  peKOMeHOyemcsi OyeHKa pucka
KpogomeueHull
» Ilkana HAS-BLED (ne sanuouposana oas nayuenmos ¢ I’ KMII), 6annet > 3 ykazvieaiom Ha
BbICOKULL PUCK KPOBOMEUEHUU U OOJJICHbL OblMb NPUHAMbL MePbl NPeOOCMOPOICHOCHU  C

ﬂa60pam0prlM U KIUHUYECKO-UHCMPYMEHMANIbHbIM KOHMPOJIEM.

e Ecuu nanuent ¢ ['KMII, ocnoxuennoit @11 He MoxkeT npuHUMATh 1ogo0panHyto 103y ABK
B CHJIy HEBO3MOXKHOCTH IOJIIEPKUBATh TEPANIEBTUYECKUI ypoBeHb aHTHKoarysiuuu (MHO
2-3), u3-3a 1mo6ouHbIX jeiicTBuii ABK wiM HEBO3MOXHOCTH OCYILECTBISITh MOHUTOPUHT
MHO — pexkoMeHayeTcsl UCI0JIb30BaTh MPSMble HHTHOUTOPBI TpoMOUHA (1adurarpaH) win
opainbHbIil HHrHOUTOp (hakTopa Xa (Hampumep, puBapokcabaH, anukcaban) [17, 31, 33, 86,
87, 88, 100, 155, 190, 300, 305].

EOK IB (YYP A, Y11 2)

e Bo Bcex caywasx I'KMII, ocnoxuennoit @Il pexomenayercs moxusHeHHas OAK
teparus ¢ ABK (MHO 2.0-3.0), maxe ecnu CHHYCOBBI PUTM OBbLT BOCCTaHOBIICH [24,
31,33,47, 86, 87, 88, 120, 190, 227,284, 300, 305, 429].

EOK IC (YVP C, VI 1)

e AHTUTpOMOOTHYECKAs Tepamnus aCIUPUHOM B 103upoBKe 75-100 Mr mitoc KIonuaorpesns

75 Mr B JeHb (IIpU HU3KOM DPHCKE KPOBOTEUEHUH) PEKOMEHAYETCS, €CIM MaIUeHT C
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1858 I'KMII, ocnoxuennoi @II, oTka3piBaeTcss NOpPUHUMATH JIHOOble  OpAIbHBLE
1859 anmuxoazyranmer (ABK nmn HOAK) [33, 101].
1860 EOK I1aB (YYP A, YA/ 3)

1861 HuBasuBHBIe MeToALl Jedenus DII

1862

1863 e [lammentam ¢ T'KMII, ocnoxuennoit @I 6e3 BeipakenHoro yenuuenus JIII B ciydasx
1864 pedpakTepHoil K (¢dapmakoTepanuy CUMIOTOMATUKM M HEBO3MOXXHOCTH HCIOJIB30BaHUS
1865 AQHTHAPUTMUYECKUX MPENapaToB PEKOMEHIOBAHO MPOBEICHUE KaTeTepHBIX mporueayp [24,
1866 33, 86, 87, 88, 190].

1867 EOK IlaB (YYP A, YA 3)

1868

1869

1870 e PeKOMEHIOBAaHO PAacCMOTPETh BO3MOYKHOCTh MPOBEAEHUS KAaTETEPHOH paarovacTOTHOU
1871 abmanuu ouvara @Il manmentam ¢ I'KMII, ecnu @Il He mMoxer ObITh MpeoTBpallieHa
1872 AQHTUAPUTMUYECKOM Tepanuvei, WIM 4YacToTa KEIyJOYKOBBIX COKpAIllCHU He
1873 KOHTPOJMPYETCSd  JICKapCTBCHHBLIMU  IIpCHapaTamu, MM acCoLMHpoOBaHa  C
1874 HETEPECHOCHMBIME ITOOOYHBIMU AekicTBusMHE [24, 33, 47, 86, 87, 88, 120, 190,300].

1875 EOK IIbC (YYP C, VI 5)

1876

1877 e Nwmmnmanranus npyxkamepHoro (DDD) kapauoctumynaropa ¢ GyHKUMEH MepeKIOYeHHs
1878 pexuma (riocne abmanuu AB-y3na y manuentoB I'KMIT ¢ ®B > 50%), pekomenayercs
1879 npu Hamumuuu napokcusmanpHo DI, u ognokameproro (VVIR) - npu Hammumn
1880 NEPCUCTUPYIONIEH Wit ocTosiHHOM dhopmbi[33, 42, 86, 87, 88, 107, 180, 300].

1881 EOK IC (YYPC,YVAA1)

1882

1883 e Jlanmentam ¢ I'KMII, ocnoxuennoir mo6oit Gpopmoit @II u OB < 50% nocne abnauun
1884 AB-y35a ¥ py HAIMYMK TOKA3aHUN K PECMHXPOHU3UPYIOLIEH Tepanuy pPEeKOMEHJI0BaHO
1885 paccMoTpeTh BO3MOXHOCTh MMIutaHTaiuun CPT-omgurens putma [24, 32, 33, 86, 87,
1886 88,300].

1887 EOK IIbC (YYP C, VI 5)

1888

1889 e PekoMeHJ0BaHO PacCMOTPETh BO3MOXKHOCTh KaTeTepHoi abmanmu ouara ®II Bo Bpems
1890 CM3/PMD y nammentoB ¢ I'KMII, ocnoxuenHoit cumnromuoi ®PII mpu Hammuuu
1891 MoKa3aHWi ¥ OTCYTCTBUH MpoTuBOMoKa3anuii [31, 32, 33, 86, 87, 88, 300].

1892 EOK IIbC (YYPC, YA 5)
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1893
1894  KommeHTapwuii.

1895% Paououacmomuas kamemepnas abnrayus OII y nayuenmos ¢ ' KMII menee ycnewna, yem 6e3 I'KMII.

1896> [Ipeduxmopamu nesppexmusnocmu nevenus PII npu I'KMII sensiomes: ounamayus JII1, obcmpykyust
1897 BTJ/DK, onumenvnocme u mun ®@I1

1898> [layuenmam ¢ T'KMII u DI1 uawe mpebyiomes nposedenue nosmopuvix npoyedyp. Pemooderuposanue
1899  mpedcepouti, 3asucumoe om I'KMII, moocem nosenuames Ha ucxod, oadce eciu npoyedypa UHAYAIbHO
1900  ycnewmna.

1901»  Onepayusa Cox-Maze («1abupunmy), npedcmasisiemcst yenecooOpasHol Kaxk COnymcmeyowas onepayust
1902 60 epems CMD/PMD unu npomesuposanuu mumpaivhoco kianaua y nayuewmos ¢ ITKMII u
1903  pegpaxmepnou k mepanuu PDII. Onepayuss Cox-Maze («nabupunmy), 6 wacmmocmu NOCAEOHSS
1904  moougurayus «rabupunm Iy ycnewrna O0ns xupypeuueckoeo nevenus @Iy nayuenmos 6e3 I'KMII.
1905  ACCF/AHA (2011) pexomenoyiom onepayuio Cox-Maze («1abupunmy) y omoenvuvix nayuenmos ¢ OI1
1906  kax conymcmeyiowyio npu CMOPMO uru npomesuposanuu MK (yposenw 1laC). B pexomenoayusx ESC
1907  maxou pexomendayuu nem. Ecau onepayus Cox-Maze («1abupunmy) nokazana, mo 6bINOIHAMbCL OHA
1908  OQomicnHa Kak CoOnymcmeyiowds, nocie KOHCUTUYMA MYIbMUOUCYUNTUHAPHOU KOMAHOOU, XUpyp2oM,
1909  umerowum onvim GuINOIHEHUS NHOOOOHO20 BMEUAMeNbCMEA

1910

1911

1912 3.2 Xupypruyeckoe U HHTEPBEHIIHOHHOE JieYeHUe 3a00/1eBaHUS UJIH
1913 COCTOSIHUA (TPynnbl 3200/1€BAHNI  WJIM COCTOSIHUIA)

1914

1915  Penyxumus MIKII
1916
1917  Tlokasanus x peaykuuu MXKIT (CMD/PM3/CAA) npencrasnensr B Tadbnume 18. (Tabmuma 18

1918  IIpunoxxenue b)

1919

1920 e Pekomenayercs, yToObl peaykuns MXKII BbInoiaHs1ach ONBITHBIM CHEIIUATUCTOM,
1921 paboTAaIIUM B MYJIbTHANCIUILIMHAPHON KOMaH/ e dKciepToB B Benennn [ KMIT. [31,
1922 33, 84, 253, 272, 379, 380, 381 ]

1923 EOKIC (YYPC,YIA1)

1924

1925  KommeHTapHii.

1926  Ompeoensiiowum paxmopom ona oocmudicenus xopouiux pezynomamos CMI/PMDO u CAA sersemcs
1927  onwvim Llenmpos, komopwiii dondicer uzmepamucs bonee wem 50 npoyedypamu, bINOIHAEMbIMU 6 200, U
1928  6onee uem 20 npoyedypamu, 8binoIHIEMbIMU XUPYP2OM UTIU UHIMEPBEHUUOHHBIM KAPOUOI020M

1929  Cpeonue nokaszamenu cmepmuocmu ¢ maxux Ilenmpax naxooamcs 6 npedenax < 2% u ocrodcueHuti <

1930  5%.

1931 B maxom yenmpe, kax knunuxa Meiio xupypeuueckoe nevernue I' KMII cmano 3on10muim cmanoapmom

1932 mepanuu ( cmepmuocme < 1% u agppexmusnocms 6onee uem y 90% nayuenmos).
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1933 B nexomopuix meouyuncrkux Llenmpax pedyxyuro MIKII pexomenoyrom 6onvHbIM ¢ 601€e MASKOU CUMRIMOMAMUKOU

1934 6 CIVYASIX 3HAUUMENbHOU JAMeHMHOU 00CMPYKYUl, Yy KOMOPbIX MAKCUMANbHBIU U unoyyupyemviti 17] > 50 mm

1935  pm.cm.

1936

1937 o Penykums MIXKII pekomenayercs mnanmuentam ['KMII ¢ I'Jl 8 BTJDK (B mokoe wumm
1938 MaKCHMaJIbHBIM MPOBOIHpyeMbiM) >50 MM prt.cT., ¢ XCH IlI-IV ®K (NYHA), nHecmotps
1939 Ha MaKCHMaJIbHYIO repeHocumMyro Tepanwuio [31, 33, 40, 41, 165, 206, 253, 272, 379-381,
1940 426]

1941

1942 EOK IB (YYP A, Y/ 2)

1943

1944  KommenTapuii Pedyxyus MIKII ocywecmensemces ¢ nomouwpio cenmanvrou muodxmomuu (CMO),
1945  pacwupennoi CM3D (PM3) u cenmanvrou cnupmosou abaayuu (CAA)

1946

1947

1948 e Penykuus MXII pekomengoBana st nanuentoB ¢ [KMII u nmoBTopHbIMU 00MOpOKaMu
1949 npu Harpys3ke, Bbi3biBaeMbiMU [J[ BBTJDK B mnokoe wiM MakCHUMallbHBIM
1950 HPOBOIMPYEMbIM > 50 MM PT.CT., HECMOTPsI Ha ONTUMalbHYIO Tepanuio [31, 33, 162,
1951 163, 244, 293, 417].

1952 EOK ll1aC (YYPC, Y] 2)

1953 z&nropHTM:Bpaqe6H0ﬁ TAKTHKHU IIPU CHUHKOIIAJIBHBIX COCTOSAHHAX IIPCACTABJICH Ha

1954  pucynke 11. (Pucynok 11. [Ipunoxenue b).

1955

1956  ANTOpUTM NpeAONeparMOHHON JMArHOCTHKH JJIsl BBIOOpa JOMOJHUTENIBHBIX BMEIIATENbCTB Ha
1957 MK npu CMD/PMD mnpexacraBned Ha pucyHke 12. (Pucynox 12. Ilpunoxxenue b). (cm.
1958  pexomennanuu Kk MPT).

1959  AnaroputMm Bbibopa Merona penykuuu MOKII npu 'KMII npencrasnen Ha pucynke 13. (Pucynok
1960  13. Ilpunoxenue b).

1961  ITokazanums k penykiuu MIKIT (CMD/PM3/CAA) npencrasieHo B tabnuie 18. (Ipunoxenue
1962  b., Tabmuna 18).

1963  CpaBuenue CMO/PMD u CAA npeacrasneno B tTabnuue 19. (Tabnuua 19. [lpunoxenue b)

1964

1965
1966
1967
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IIpoexr

1968 e CMD/PMD mpeamoututenbHee yeM CAA ©  peKOMEHIYeTCs MalMeHTaM, HMEIOITUM
1969 Hapany ¢ 3HauumbiM '] BOJDK nokazanust [ Ipyrux Xupypruyeckux BMENIaTeIbCTB
1970 (Ha DanWUISAPHBIX MBIIIAX, IPOTE3UPOBAHUE MuTpainpHoro kiamnana, AKII)
1971 [31,33,164, 179, 189, 193, 245,322, 346, 378, 379, 380, 381,426].

1972 EOKIC (YYPC, VA1)

1973  KommeHTapwuii.

1974 1. CM3 - «muskmomuss no MOrrowy mpancaopmanvhsim docmynom (nepsas onepayusi 8
1975 1958 2.), 6 Oomvwuncmee cnyuaes ycmpawsem oocmpykyuio BTIDK, evizeannyio
1976 eunepmpodghuposannou MIKII, oonaxo ne ycmpamnsem anomanuu MK, snocawue éxnao 6
1977 oocmpykyuro BTJDK.

1978 2. B.J. Messmer c coasm. (1994) ycosepwiencmeosanu muskmomuio no Morrow, pacuupug
1979 obnacms pezexkyuu eunepmpoguposannoiu MIKII 6 anuxkanrbHoM HanpagieHuu K
1980 ocnoganuro IIM(PMD).

1981 3. Hnoeoa 6 amnenosisviunou aumepamype PMD nazvieaiom npoyedypoi RPR (cokp. om
1982 resection- pesekius runeprpodupoanHoro yuactka MXKII, plication - yxopouenue
1983 nepeoneu cmeopxu MK nymem cozoanus 2opu3oHmManbHoOU CKI1AOKU 8 ee OCHOBAHUU,
1984 release - 0c60001COeHUe (ucceuenue) AHOMATILHBIX npuKpenieHuu
1985 aunepmpohuposaHHbIX NANULIAPHBIX MbLULY).

1986 4. Anomanuu cmpykmyp annapama MK, accoyuuposannvie ¢ I'KMII, mocym u 001tcHbl
1987 Obimb ycmpanensl 60 spems onepayuu, ¢ yeavio crudicenust 1] 6 BTJDK, ne npubeeas x
1988 3amene MumpanbHo20 Kiananda.

1989 5. Ilokasamenu s¢pgpexmusnocmu npoyedypovr PM3O npudXOKI': konmaxm IICMK u MKII
1990 (SAM- cunopom) omcymemeyem, ocmamounwiti 1J] ¢ BTJDK npu nposokayuu dondxcen
1991 Ovimb He bonee 20 mm pm.cm.

1992 6. CMO/PMD 6 5-15% cnyuaes He moodicem Oblmb GbINOJHEHA U3-3A MEXHUYECKUX
1993 mpyonocmetl. (vmo umeemcsi 6 6uoy???)

1994 7. Vpoeenv ycnexa u uacmoma OCNONCHEHUU 2NABHbIM 00pA30M 3A8UCAM OmM _Onblima
1995 Xupypea unu UHmepE8eHYUOHHO20 Kapouono2d.

1996 8. Ilooicenanusa nayuenma (nocie noopoOHo20 006CYHCOEHUS 8APUAHMOE JleUeHUs) UMeIOm
1997 3HayeHue OJis NPUHAMUSL OKOHYAMENbHO20 PeUleHUsl.

1998 9. Bwibop memooa peoykyuu MIKII - CMO/PMO unu CAA - Oondcen ochosvbieamuvcs Ha
1999 MUaAmenbHOM 00CIe008aHUU U  O0OCYIHCOEHUU NAYUEHMA MYTbMUOUCYUNTUHADHOU
2000 KOMAHOOU CReyuaiucmos.

2001
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2002
2003
2004
2005
2006

2007

2008
2009
2010
2011
2012
2013
2014
2015
2016
2017
2018

2019
2020
2021
2022
2023
2024
2025
2026
2027
2028
2029
2030
2031
2032
2033
2034
2035
2036

IIpoexr

e [Iporesupoanne MK pexkomeH10BaHO y cuMnToMHbIX nanneHToB ¢ ['J] B BTJDK B

IIOKO€ MJIM MaKCUMAaJIbHBIM ITPOBOLUPYEMBIM > 50 MM PT.CT. U MUTPaJIbHON
peryprutanmen oT cpeiHen 10 TSKENOM cTeneHu, He BbI3BaHHbIX n3onupoBaHHo [1C]]

creopku MK [31, 33, 193, 245, 282, 322, 346, 383].
EOK I1aC (YYP C, Y 2)

KomMmenTapuii.

Hononnumenvnvie 6podicOennvie unu npuoopemennvie anomaruu MK mozcym  ewizvieamo
BbIPAJICEHHYIO MUMPATbHYIO pe2ypeumayuto, komopas He obycnoenena uckmodumensro IICH MK. B
smou cumyayuu naacmuka MK (nauxayus), kaxk npaguno, He CHudcaem cmeneHv peypeumayuu u

ycmpanenue ee 803MO*CHO Tuulb npomesuposanuem MK.

e Pexomenayercs pacCMOTPETh BO3MOKHOCTH npote3npoBanus MK y nanuenTtos ¢ I'/]

B BTJIK B nokoe win MakcuMaiabHbIM IPOBOLUPYEMBIM >50 MM pPT.CT. U MAaKCUMaJIbHOU
TOJILIMHON MEXOKETYOUKOBOM neperopoku < 16 MM B MecTe MUTPaJIbHO-CENTAIbHOIO
KOHTaKTa, €CJIM UMEETCSl MUTpajbHasl perypruTanus OT CpeJHeEN 10 TSHKENON CTEIEHU

mocJjie H30JJMpoBaHHOii Muo3KkTomuu. [33, 103, 376].

EOK I1bC (YYP C, Y]] 5)

KommeTtapwuii.

Ilo0obHvle cyuau onucanvl y NAyUeHmos, ONePUPOBAHHLIX 6 nepavle 2 decsmuiemus nocie OnUcauus
npoyedypol «muskmomuu no MOrrowy (uzonuposannoit muosxmomuu,1958)

Pacuupennas CM3/PMD — RPR (resection, placation, release) wacmo ycmpansem anomanuu
cmpykmyp annapama MK u 6 danvhetiuem ne mpebyemesi npomesuposanue MK ( npu omcymcmeue

Opyaux 8poXCOeHHbIX U npuobpemennvix npuyut, e I KMII-accoyuuposannbix).

I'KMII u cpeaneskey104KoBasi 00CTPYKIHUS.

[Ipu BbIsIBIEHUU 2-X ypoBHEBOU 00cTpykiuu (popmuposanue I'Jl B BTJDK u Ha ypoBHe
cpenneit yactu nosoctu JDK) CM3/PMD moxket ObITh pacuivpena Ao cepenuusl noiocta JOK u
BOKpYr ocHoBanus [IM, ojHako JaHHBIE O JOJATOCPOYHOM »d((deKTe TaKoro Moaxojaa
OTrpaHHUYEHBI.

B cneuunanus3upoBaHHBIX IEHTpaX, UMEIOMIMX HAWOOJBIINM OMBIT MO JIEYEHUIO TMAalUEHTOB C
I'KMII, wncnons3yeTcss TPaHCANMKAJBHBIA JIOCTYI, HAalpaBlIeHHbIM Ha cHuwkeHue [/l wu

YMEHBILIEHUE CUMTOMOB y MalUEeHTOB cpeanexkenynoukosoii OI'KMIIL. B penkux cinydasx npu
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2037
2038

2039

2040

2041
2042
2043

2044
2045
2046
2047
2048
2049

2050
2051
2052
2053
2054
2055
2056
2057

2058
2059
2060
2061
2062
2063
2064
2065
2066
2067
2068
2069

IIpoexr
2-xX YPOBHEBOM 0o0CTpyKIIUH JIK HCTIOIB3YIOT KOMOWHHMPOBAaHHBIN

TpaHCAMMKAIbHBIH+TpaHcaAOpTAIbHBIN gocTyn [255, 338]

PeKOMeHI[aHl/IH IO JICKTPOKAPANOCTUMYJISINUU Y MAITUCHTOB C OﬁCprKHl/Ieﬁ

e PexoMeHayeTrca paccMOTPETH BO3MOXKHOCTH moctoguHoit DKC ¢ omrtuMansHbIM AB-

uHTepBaaoM Ui cHuwkeHus [/l B BTJDK wim juis pacmupeHus BO3MOXKHOCTH
JICKapCTBEHHOU Tepanuu OeTa-Ab u/unm BepanmaMunoM™* y oTHeIbHBIX MarueHToB ¢ [']]
B BTJDK B nokoe wjiM MakCMMajabHBIM MPOBOLMPYEMBIM > 50 MM pT.CT., CHHYCOBBIM
PUTMOM,  CHUMIOTOMaMH, peQpakTepHbIMU K JIEKAPCTBEHHOW Tepamuu, KTO HMeEeT
npotuBonokazanus kK CAA wim CMO/PMD, wim BeIcOKHA pucK pa3ButTs AB O10kasi

B pesynbrate CAA wiim CMD/PMD. [33, 42, 180, 252, 273, 226, 370, 388].

EOK 11bC (YYP C, VI 5)

e Hwmmmanranus asyxkamepHoro JIDOKC*** (BmMecTo 0HOKaMepHOTO YCTPOICTBA) MOXKET
paccmatpuBarbes it naumeHToB ¢ [/l B BTJDK B mokoe wim MakcUMajabHBIM
MPOBOIUPYEMBIM >50 MM PT.CT., CHHYCOBBIM PUTMOM M CUMIITOMaMH, peppakTePHBIMH K
JICKapCTBEHHOM Tepanuu, U KTO HMeeT MokazaHus K umiuiantauuu k JDKC ans

camkenus ['J] B BTJDK u s pacimpeHust BO3MOKHOCTH JISKAPCTBEHHON Teparuu 0eTa-

ADB w/wnu Bepanammmom™®* [42, 107, 160, 221, 282].

EOK IIbC (YYP C, YA/ 5)

Kommenmapuii.

Cymv memooa cocmoum 6 usMeHeHUU NoCIe008AMeNIbHOCU PACHPOCMPAHEHUS  B0IHbI
8030VICOeHUSL - COKpAUjeHUe 0X68amviéaem 6Haudle 8epXyuwiKy dceryoouxos, a zamem MIKII,
umo npueooum K ymeHvuieHuro cybaopmanvroeo 17], 6nazooaps 3anazovi6anuio u CHUNCEHUO
pecuonapHoti cokpamumocmu MIKII u, xax credocmsue, pacwupenuro BT/DK. Omomy
cnocobcmeyem makaice 3ana30bl8aHue CUCMOIUYECKO20 0BUNCEHUsSL Knepeou nepeoneti CmeopKu
MK u ymenvuienue e2o amnaumyosi. Basicnoe 3nauenue umeem noobop Haumenvliel enutuHbl
8PEMEHU 3A0ePHCKU HAHECEHUs. HCeNyOOUKOB020 UMNYIbCA NOCAe NpedcepoOH020, KOMOpas
obecneuugaem npexcoespemMenHyI0 0enousapu3ayuio 6epxXyuKu cepoya, He npugoos npu Mom K

VXYOULEHUIO BHYMPUCEPOESUHOU U YEHMPATIbHOU 2eMOOUHAMUKU (cepdeuHo2o eblopoca u AJ]).
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2070
2071
2072
2073
2074
2075
2076
2077
2078
2079
2080

2081
2082

2083
2084
2085
2086
2087
2088

2089

2090

2091
2092

2093
2094
2095
2096

2097

2098
2099

2100
2101
2102
2103
2104

IIpoexr
B psaoe cnyuaes npuxooumcs npubecamv K YOIUHEHUNO 8peMeHu CNOHmauHou AB
npo8ooOUMOCmU ¢ NOMOWbIO mepanuu bema-Ab unu eepanamunom u oasxce adbarayuu AB y3na.
B nocneonue 200vl noasnsromea nyoaukayuu, ompasjicarowue Heobxo0umMocms 60300H081eHUSA
no onpeoenenuvimM noxazaumusim osykameprou IOKC ¢ ykopouenmou AB 3adepowckoi ¢

UHOUBUOYATILHOU onmuMuzayunell napamempos y nayuenmos ¢ oocmpykmusrou I KMII.

Heobxooumocmv 0annoti pekomenoayuu 060CHOBbIBACMCS NOLONCUMETbHBIMU Pe3VIbMAMAMU,
HOIYYEHHBIMU 8 00I20CPOYHBIX 00CEPBAYUOHHBIX UCCTIE008AHUSX.

Kpamrxocpounvie pesyromamer no cuudicenuio 1] 6 BTJDK bonee 3nauumvl npu nposedenuu
CAA, uem npu umnaanmayuu IKC ¢ ykopouenuou AB 3a0epoiickoil, 00OHaKo, 00]120CPOUHbLE

pe3yabmamsl CPAGHUMbL NPU NPUMEHEHUU IUX 08YX MEMOO08.

PexoMeHnxanuu no cepaevyHo peCHHXPOHU3MPYIOLIEH Tepanuu

e [lammentam ¢ ['KMII, makcumaneabeiM ' B BTJDK <30 mm pr.ct., 1I-IV ®K mo
NYHA, ®BJIK <50% wu BJIHII' ¢ mmurensHocTthio QRS >120 Mc pexomeHI0BaHO
paccMOTpeTh BO3MOYKHOCTh CeplIeYHON PECUHXPOHU3UPYIOICH Tepanus IS

yaydmenus cumntomaruku [31,33, 188].

EOK IIbC (YYPC, YA 5)

PeKOMeH)IaIIl/II/I IO MPAKTHYECCKUM acClleKTaM MMIUIAaHTAllUM KapauoBepTepa-

nepudpuLIATOPa

Anroputm nepsuyHoit 1 BropuuHoit npodunakruku BCC y 6onpubix 'KMII npenctasnen
Ha pucyHke 6 (Pucynok 6, npunoxenue b).

Nudopmanus HeoOxoaumas Juist ctpatuduxanuu pucka BCC (amepukaHckas MOAETb)
npencrasieHa B Tabnune 11 (Tabmuua 11, npunoxenue b)

®axTopsl pucka BCC B amepukaHCKOM U €BpONENCKON MOJENIX CTpaTu(UKaluu

npejctabieHbl B Tabmuie 12 (Tabnumna 12, npunoxkenue B)

e Pexomenayercs nmmnantauus UK/[*** y nanmentos ¢ 'KMII, nepeHecuinx ocTaHOBKY
cepaua no npuunHe KT wmm @X, win y nauueHToB co crioHTaHHOM ycroitunsoi XT,
NPUBOJANIEH K IMOTEpe CO3HAHMS WJIM HapylUIeHUS TeMOIAMHAMMKH, HPU O0XKHJIaeMOU
poJI0oIDKUTEbHOCTH Xu3HHu >1 roma [31,33, 37, 57,104,110, 126, 128, 153, 156, 208,

240,253, 262, 268,277, 337, 411, 412,417, 423, 429]. EOK | B (YYP A, Y/ 2)
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2105
2106
2107
2108
2109
2110
2111
2112
2113
2114
2115
2116
2117
2118
2119
2120
2121
2122
2123
2124
2125
2126
2127
2128
2129
2130
2131
2132
2133
2134
2135

2136
2137
2138
2139

IIpoexr

[IaTreTHHIA pUCK BHE3AIMHONW CMEPTH HEOOXOIMMO OIICHUBATH MPH MIEPBOHAYATHEHOM
o0cre10BaHUH MAlMEHTA, a TAaK)Ke Kax/able 1-2 roja wid npu U3MEHEHUH KITMHUYECKOTrO
craryca[31, 33, 110,208,278, 228, 250].

EOK I B (YYP A, YA/ 2)

Nmvmnantanus UKI[*** pekomenayeTcs malueHTaMm ¢ mpearnojaracMbiM S-JIeTHUM
PHCKOM BHE3aIMHOU cMepTH >6% U 03KHU1aeMOU MPOIOKUTEILHOCTBIO XKU3HU >1 rona
MOCJIE MOAPOOHOTO KIMHUYECKOTO 00CIICIOBAHUS C OIICHKON PHCKA MOCIIEIYIOITUX
ocnoxHeHui u BausHusg UKJ[*** Ha 00pa3 ku3HU, COIMAIBHO-IPKOHOMUYECKUN CTATyC U
ncuxoJjioruueckoe 3mopoBbe[208, 262, 250, 253, 277,373, 374].

EOK IlaB (YYP A, Y]] 2)

PexoMeH1I0BaHO pacCMOTPETh BO3MOKHOCTh MMIIJIAHTAIIMHU I/IKI[*** B OTACIBbHBIX

rpymmnax nagueHToB ¢ S-netHuM puckoM BCC ot >4 o <6% u oxxunaeMon
MIPOJIOJDKUTENBHOCTRIO KU3HH >1 roja nocjie noapoOHOTo KIMHUYECKOTO 00CiIeTIOBaHUS
C OILICHKOM pUCKa MOCIEAYIONINX ocinokHeHuid u Bnusaust MK[*** na oOpa3 xu3nu,
COIIMATIbHO-9KOHOMUYECKHU CTaTyC M ICUxojorundeckoe 3a0posbe [110. 228, 250, 253,
277, 278].

EOK IIb B (YYP C, Y] 5)

PekoMeHIyeTcs paccCMOTPETh BO3MOKHOCTh UMILJIaHTAIIUU I/IKI[ Y OTACIIBHBIX

naueHToB ¢ S-1etHuM pruckoM BCC <4% npu Hannuuu KITUHUYECKUX XapaKTEPUCTHUK C
JIOKa3aHHBIM MMPOTHOCTUYECKUM 3HAYCHHEM, U KOTJa B pE3yJIbTaTe OLIEHKH PUCKa
nocyenyronmx ocaoxxkuenuit u iustaus UKJ[*** na oOpas »u3Hu, conuaibHO-
HKOHOMHUYECKUN CTATYC M MICUXOJIOTHYECKOE 37]0pPOBbE, IIPEATNoaraeTcs ooiiee
MOJIOXKHUTEIbHOE BIUsIHIE uMIutanTanun MKJ[*** [31,33, 110,201,250, 253, 277, 278,
307, 373,374]

EOK IIb B (YYP C, Y] 3)

KommenTapuii
Amepuxanckas modenv nozeonsiem oyenusams puck BCCy nayuenmoe ¢ Hu3Kum/cpeonum
pucKom
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2140
2141
2142
2143

2144
2145
2146

2147
2148
2149
2150
2151

2152

2153
2154

2155
2156
2157
2158
2159
2160

2161
2162

2163
2164

2165
2166

2167
2168
2169
2170
2171
2172
2173
2174
2175

IIpoexr

PexoMeHAa1MU 110 UMIIAHTAIMU BCIIOMOTaTeJIbHBIX JICBOKEJIY10YKOBBIX
YCTPOMCTB

e PekoMeHayeTCcsl paccCMOTPETh BOZMOXKHOCTh T€pPAMK IyTEM MMILJIAHTALIMH YCTPOICTB

MeXAHHYEeCKOi MOJAePKKH KPOBOOOpAIEHUs] HA TEPHOJ HAXOXKICHUS B JIUCTE
0KUJAHUSI 11 HEKOTOPBIX MAlMEHTOB ¢ TepMUHaIbHOU cTtagueid XCH, koTopble MOTYT
paccMaTpUBaThCs KakK KaHIUAAThI 1T TpaHCILIaHTauu cepana [21, 183, 389].

EOK IIbC (YYPC, YA 5)

KomMmenTapuii.

B muposoti npaxmuxe 50% onepayuii no nepecadke cepoya 8bINOIHAIOMCA HA OHe npeduiecmayrouell
UMRIGHMAYUU YCMPOTCIE MEXAHUYECKOU NOO0epicKu kposoodpawenus [183].

TpaHcIuIaHTaUMA cepaua

e OproTonuueckas TpaHCIUIAHTAIMA cepAlla peKoMeH10BaHa /s nanueHToB ¢ ['KMII,
umeroumx @BIDK <50% u cumnromsl [1I-1V ®K no NYHA, unu Heyctpanumblie
KEITyJOYKOBBIC ApUTMHH, HECMOTPS Ha ONITUMAIIBHYIO TEPAITUIO IPY HAITUYUHU
MOKa3aHWi M OTCYTCTBHE MPOTHBOMOKA3aHUN JUIsl TpaHciutanTaiuu[21,64,65,66, 104,
183,239, 390].

EOK I1aB (YYP A, Y 3)

KommenTapmii.

Onucana mpancgopmayus ' KMII ¢ cmewanuwiti penomun (I'KMIT + JIKMII) ,coernacuo

knaccemepuxayuu MOGE (), max nasvieaemas ounamayuonnas cmaous I'KMIT [50].

Tpancnranmayus cepoya modicem Oblmb HCUSHEHHO 8adCHOU cmpamezuell aevenusi npu [ KMII ¢

KOHEYHOU cmaouu 3a001e6aHUA.

Inoxoti kxpamrocpoumslii NPpocHo3 y nayueHmos ¢ ouramayuonnou cmaoueiill KMII npeononacaem
YenecooopasHoCmy paccmompenus 6onee panHux azpecCUHbIX Memooo8 jedeHus, NOCKOAbKY «OKHO
603MOJICHOCIEL» MOJICEm DbIMb Y3KUM, OCOOEHHO Yy NAYUEHMO8 C CEMEUHbIM AHAMHE30M
ounamayuonrnou ¢aszer I KMII.

Hocmmpancnianmayuonnas  vlcueaemocmov  y  nayunmos ¢ IKMII cxoona ¢ maxoeoii npu

MPAHCNIAHMAayuy cepoya no opyeum nogooam (21, 64, 239, 390].
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2176
2177
2178
2179
2180

2181

2182
2183

2184
2185

2186
2187

2188
2189

2190

2191
2192
2193

2194
2195
2196
2197
2198
2199
2200
2201
2202
2203
2204
2205
2206
2207
2208
2209
2210

IIpoexr

e PeKoMEHI0BaHO PAcCMOTPETh BO3MOYKHOCTh OpTOTOHH‘ICCKOﬁ TpaHCINIaHTalluU cepana

st nauuenTos, ¢ ®BJDK (>50%) u cumnromamu XCH 11-1V ®K (NYHA), Bei3BanHOU

JMACTONUYECKON TUCYHKIUEH, PE3UCTEHTHOH K JISKapCTBEHHOM Tepanuu MpH HATHYUH
MOKa3aHWH M OTCYTCTBUU MPOTUBOMOKA3aHUK I TpaHCIuiaHTaiuu [21,64, 65,66, 104,
183]

EOK I1IB (YYP B, Y/ 3)

KomMmenTapuii.

Kpome ounamayuonnou cmaouu, npu I'KMII msaxnceras cmenenv XCH mooicem nabniooamocs npu

OpY2OM 8aAPUAHMOM OCIOHCHEHHO20 PeMoOenuposanus - cmeuiannom gernomune (' KMIT+PKMII )

Ha pucynke 14 npezacraBiieH HTOTOBBIi aITOPUTM BpauyeOHON TaKTUKU B 3aBUCHUMOCTH OT

craguu ['KMII u BapuanTa knmunuyeckoro tedeHus. (Pucynok 14I1punoxenue b).

3.3 bepeMeHHOCTH M POJBI Y MALMEHTOK C 3200J1eBAHUSI HJIH COCTOSIHUS
(rpynmnbi 3a001eBaHUil  MJIM COCTOSTHU )
Pexomenganumu npy NJIaHUPOBAHUM OePEeMEHHOCTH

e [Janmentam ¢ 'KMII B cembe pekoMeHj0BaHA KOHCYJIBTALMS T€HETHKA JJI OLICHKH
pucKa nepeaaun 3aboneBanus moroMctBy [14, 74, 99, 115, 167, 228, 323 ].

EOK IC (YYPC, Y1 1)

e [Ipu nnanupoBanuu 0epemenHocTH nauueHTkaM ¢ 'KMII u oOcTpykuneil BBIHOCAIIETO
TpakTa JOK ¢ Hamn4reM CHHKONANbHBIX COCTOSIHUN W/WIIH KU3HEYTPOKAIOIINX
HapyILEHUH PUTMa PEKOMEHOBAHO PELIMThH BOIIPOC O NMPEABAPUTEIBHON XUPYPrUUECKOU
xoppekiuu ' KMIT. [14, 31, 33, 67, 115, 345]

EOK IC (YYPC, Y11 1)

e DKCTpaKkopHopajJbHOE OIUIOI0OTBOPEHHE HE PEKOMEHI0BAHO (IIPOTHBOIIOKA3aHO)
xeHmuHaM, y kotopbix ['KMII ocnoxuunace XCH, ®II, pecTpUKTUBHBIM THIIOM
nanoaenus JIXK, a Taxke ¢ Beipakennoi runeprpodueit JK [14, 33, 99, 115, 199, 323]

EOK IC (YYPC, Y11 1)

TaxTuka Benenus: 6epemennoctu npu 'KMII
e Ecmau 'KMII auarnoctupoBaHa 10 6€peMEHHOCTH WM B CPOKH 710 12 HElemnb, a TaKkxKe
nipu nogo3penun Ha 'KMII, pekoMeH10BaHO roCTIUTAIN3alUsl )KEHIIIUHBI B

KapAuOJOTrH4€CKOC OTACICHUEC C LHCIIbI0 YTOYHCHUA JUAarHo3a, peiuicHus BOIIpoca o
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2211
2212

2213
2214

2215
2216
2217

2218

2219
2220

2221
2222
2223
2224
2225
2226
2227
2228
2229
2230
2231
2232

2233
2234
2235
2236
2237

2238
2239
2240
2241
2242
2243
2244
2245
2246
2247

IIpoexr
NPOJIOHTUPOBAHUK OEPEMEHHOCTH |, B ClTydae HeoOXoauMocTu, euenus [14, 31, 33, 67,
115, 154].
EOK IC (YYPC, YA 1)

e IlIpu Gepemennoctu nanuentkam ¢ ' KMII crpatudukarys MaTepuHCKOTO PUCKa
PEKOMEHI0BAaHO MPOBOJUTH, KaK U HEOSPEMEHHBIM, UCTIONB3Ysl MOJU(PHUIIMPOBAHHYIO
knaccugukanuio BO3 marepunckoro pucka [14, 31, 33, 115, 199, 323].

EOK IC (YYPC, Y11 1)

e V¥V nammmentok ¢ 'KMII Tepamuio 6eta-Ab pekoMeH1I0BaHO POJOIKUTH, €CIIA OHU
nprHUMaId ux 10 oepemennoctu [14, 31, 33, 67, 115, 199, 345].
EOK IIC (YYPC, Y1/ 2)

e Tepanuto 6eta-Ab pekoMeH10BaHO HavaTh OepeMenHol xeHiuHe ¢ [ KMII n
cumntomamu ooctpykimu BTJDK win napymenusmu putMma cepana [14, 31, 33, 67, 115,
199, 345]

YYPC, VA1

® HpI/I TCpalnuu 6€Ta'AB PCKOMCHAOBAHO KOHTPOJIHUPOBATL COCTOAHHUEC U TEMII pOCTa IJIoAa
[14, 31, 33, 67, 99, 115, 154, 199, 323, 345]
EOK IC (YYP C, VI 1)

e bepemennsiMm ¢ ' KMII npu pazsutnn @II pekoMeH10BaHO IPOBEICHNUE KapINOBEPCUU
[14, 31, 33, 393].
EOK IIC (YYPC, YA 2)

e bepemennsiv ¢ 'KMII u @I pexomen0BaHa Tepanus aHTUKOATyASHTaMHU (BBIOOD
npenapara — HeppaKIMOHUPOBAHHBIHM IremapiH, HU3KOMOJIEKYJIAPHBIN renapuH Ui
aHTaroHUcThl BUTaMuHa K - 3aBUCHT 0T cpoka OepeMeHHOoCTH). Mcronb30BaHie HOBBIX
OpallbHBIX AaHTHKOATY/ISTHTOB He pekomenayercs [14, 31, 33, 67, 115, 323, 345].

EOK IC (YYPC,YVI/11)

e AHTUKOAryJasHTHyI0 Tepanuio BaphapuHom mpu DIl y OGepeMeHHBIX PEKOMEHJIOBaHO
HAuMHATh CO 2 TpUMecTpa (B MEPBOM TPUMECTPE BO3MOXKEH TEPAaTOTCHHBIN AP PEKT) U

3aKOHYHTH 3a 1 Mecs a0 ponos [14, 31, 33, 67, 115, 155, 323].
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2250
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2255
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2267
2268
2269

2270

2271
2272
2273
2274
2275
2276
2277
2278
2279
2280
2281
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EOK IB (YVP A, V]I 2)

e bonsmmncTBY 6epeMennbix ¢ ' KMII pekomeH0BaHO TporpaMmmMupyeMoe
poJopa3pelleHne yepe3 ecTeCTBEHHbIE poaoBbie mytu [14, 31, 33, 67, 115, 154, 323].

EOK IC (YYP C, V]I 1)

Kommenrapmii. /Ipu gedenuu bepemennocmu u pooos unmepecvl mamepu 00AHCHb
OOMUHUPOBAMND.
H3menenun zemoounamuxu npu depemeHHocmu

Bepemennocms, kak npasuio, cywecmeeHno He ycyeyonsaem 2eMoOuHamudecKue
paccmpoticmsa npu I’ KMIT, nosmomy ucxoono beccumnmommbvie u MaioCUMnmMoOMHble
nayuenmxu ¢ I'KMII nepenocsam 6epemennocms xopouwio. OOHAKO Yy HEKOMOPLIX NAYUEHMOK
2eMoOUuHamMu4ecKue U HetpocymopaibHvle (hakmopuvl 2eCMaytlOHH020 Nepuood mMo2ym
nposoyuposams pazeumue Hapyuenuu pumma u XCH.

YV 6epemennvix ¢ oocmpykmusnoi gpopmoii ' KMII cmenens oocmpykyuu BTIDK mooicem
KaxK ygeaudumscs (u3-3a 0oviunozo 0nsa bepemennocmu ygeeruvenus Y0, YCC, nebonvuioco
cHudcenus AJ] ecnedcmeaue cHudcenus 00we2o nepughepuiecko2o conpomueieHus), max u
CHU3UMbCA (U3-3a HeOOLULO20 Yeenudenus ouacmoauiecko2o pasmepa JDK u yeenuvenus

ouamempa BTJDK) [14, 31, 33, 154, 323].

BpaueOHast TakTHKa BeleHUs] OEpEMEHHOCTH M PojAopaspelieHus mpeacrasieHa B Tabnuue 20

(Tabnuua 20. ITpunoxenue b ).

Bonvuwuncmeo owcenwyun ¢ neocnoowcnennou I'KMII ommuocamea no moouguyuposauHot
knaccuguxkayuu BO3 mamepunckozco pucxka k xaaccy Il (BO3 ). HYacme cumnmommvix
nayuenmox omuocamca k¥ BO3 Il - onu oondcnvl nabnooamscs 6 cneyuanuzuposanHvlx
yupesxcoenusax (cm. maon.). Kenwunor ¢ I'KMII, ocnooxcnennou XCH u oucgynxyueti JDK
(Ounamayuonnas cmaous uiu NPUcoeOUHeHue PeCMmPUKmMUEHO20 GeHomuna) OmHOCAMCAK
kaaccy N mamepunckozo pucka u um bepemennocmsv npomugonoxkazana. Ilpu evipasicenHoi
cumnmomuou obcmpykyuu BTIDK (maxoce ommuocamcea xk xnaccy N BO3) 6epemennocmo

ModHcem cmamb 603MONCHOU NOCTIe NPEO8aAPUMENbHOU KOPPEKYUU 0OCMPYKYUU.

Bp160p METUTIMHCKOTO YUPEKICHUS ISl BeJIEHUS O€pEMEHHBIX U POIOPA3PEIICHHS TIPEICTaBICH

B Tabnure 21. (Tabnuna 21 Ipunoxenue b).
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2282 Tepanuio 6eta-Ab (MeTOMPOIOT** CyKIIMHAT, PE3EPBHBIN — OUCOMTPOITOT™*)
2283  OepemenHbiM ¢ ' KMII Heo6xoaumo ocymecTBisATh o koutposieM YCC u A/, T.k.
2284  ype3MepHOe CHWKeHUE Al MOKET NPUBECTH K YMEHBILIEHUIO MaTOYHO-TIJIALIEHTAPHOTO
2285  KPOBOTOKA M 3aJCPXKKE BHYTPUYTPOOHOTO pa3sutus mioqa [14, 31, 33].
2286
2287  PexomMeHayemble peXUMBbI aHTHKOAryssHTHOU Tepanuu npu ' KMIT y 6epemennsix ¢ @I
2288  OrpaHWYCHHUS IS Tepanuu BaphapruHOM IpecTaBieHbl B Ta0nuie 22 (Tabmumna 22.
2289  Ilpunoxenue b ).
2290  OrpaHu4YeHHs B BEIOOpPE METOIOB AMATHOCTUKH Y OEPEMEHHBIX IIPEICTABIICHBI B Tabymie 23.
2291  (Tabmuma 23. [Mpunoxenue b ).

2292
2293  Kommpayenyus y siceHuun ¢ beccumnmomusvim uiu mairocumnmomuvim I KMII ne umeem xaxux-

2294  ubo ocobenHocmell o CPABHEHUIO CO 300POBLIMIUL.
2295  Ecau I'KMII ocroxcnunace XCH u @II, mo cnedyem ¢ oCmoporcHOCMbIO UCNOIb308ANb
2296  opanbHble KOHMPAYENnmugsl U3-3a PUCKA MPOMOOIMOONULL - BO3MOICHO UX UCNONIb308AHUE NPU

2297  adexeamnou anmuxoazyisumuou mepanuu [14, 31, 33, 154, 323].

2298 4 MeauumuHcKas peadnJanuTanus, MeIUIUHCKHE MOKA3AHUS U

2299 INPOTHBOIIOKA3aHUA K IPUMECHCHHIO METO/10B peaﬁn.ﬂnTamm

2300

2301

2302 CriennanbHbIX pekomMeHaanui no peadunuraunu 6oasHeIX I'KMII He cymiecTByer.

2303  Ilocne XMpypru4ecKkoro Wik 3HA0BACKYJIIPHOrO BMemarenbeTBa namuestam ¢ 'KMIT
2304  MPOBOJATCS TaKUE K€ PeadHINTAIMOHHBIE MEPOTIPUSATHS, KaK U MAIlMEHTaM C Ipyron
2305  CEpAECYHO-COCYAMCTOM MATOJOTUEN, IEPEHECIINM XUPYPIUUECKUE WIIM HIOBACKYJISPHbIE

2306 BMeENIaTeJIbCTBA

2307 5 TIlpodunakTuka U TUCTIAHCEPHOE HAOIIO/IeHHe, MeITUIIUHCKIE TIOKA3AHUSA

2308 U MPOTHBONOKA3aHUA K NPUMEHEHUI0 METO/I0B MPO(PUIAKTUKHI
2309
2310

2311  IIpodunaktuxu I'KMII kak 3a0oneBaHMs HE CYLIECTBYET.

2312 Ilpodunaktuueckue meponpuatus y nauueHToB ¢ ' KMII 3akmouatoTcst B mpouiiakTuke
2313 OCHOBHBIX OCIIOXKHEHHI 3a00JIeBaHUs — TIPeICTaBIeHbI B Ta0bnmuie 24. (Tabnuma 24.

2314 Ilpunoxenwue B).

2315
2316  [ucnancepnoe naonwoenue d6onvnvix ¢ 'KMIT
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2317
2318
2319
2320
2321
2322
2323
2324

2325
2326
2327
2328
2329
2330
2331
2332
2333

2334
2335
2336
2337
2338
2339

2340

2341
2342

2343
2344
2345
2346
2347

2348

2349
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[Tariuentsl ¢ TKMII Hy)X7aroTcs B MOKW3HEHHOM HAOJIOJCHUU ISl BBISIBJICHUS M3MCHCHHUH B

CUMIITOMATUKE U NPEAYNPEKICHUSA OCIOKHEHUN.

e Bcem OompHbiM ['KMII, Bkitowass HocuTeNneld MMaTONOTHYECKUX  MyTamui  0e3
(EHOTUIIMYECKUX TMPOSBICHUN O0Je3HW H OOJBHBIX C OECCUMITOMHBIM TEUECHUEM
3a001eBaHUs, PEKOMEHIOBAHO JUHAMHYECKOE HAOIOACHHUE, B X0/I€ KOTOPOTO OIICHUBAETCS
XapakTep U BBIPAKCHHOCTh KIMHUYECKHX, MOP(]OIOTHYECKHMX H TIeMOJWHAMUYECKUX

HapYIICHHUI U onpeaeseTcs aeucdnas crparerus [31, 33, 125, 127, 128, 220, 327, 358].

EOK IB (YYP A, Y1 2)

e VYV KIWHUYECKU CT8.6I/IJ'IBHI:>IX MNanueHTOB PECKOMCHAYIOTCA ITIOBTOPHLIC TT-3x0KT KaXbIC
1-2 rona [31, 33, 125, 127, 128, 161 220, 232, 246, 327, 358, 373].
EOK IC (YYP C, VI 1)

e [JloBropubie DXOKI -uccnenoanus pekomenayrorca OosnbHbIM ['KMII ¢ n3menenusimu B

KJIMHHYECKOM CTaTyCe WM MOSIBJICHHEM HOBBIX CEPCUHO-COCYAUCTHIX mposiBieHuit [31, 33,

125, 127, 128, 161, 220, 232, 246, 327, 358, 373].

EOK IB (YYP A, YU 2)

e 48-yacoBoe mMoHutTopupoBaHue OKI' pexomenayeTcs kaxiaple 12-24 mecsdna KIMHUYECKU
CTa0WJIBHBIM TNAalMeHTaM, Kaxjple 6-12 MecsleB HalMeHTaM C CHHYCOBBIM PUTMOM U
paszmepom JII1>45 MM u mpu MOSIBICHUU HOBBIX kanob Ha cepanebuenus [31, 33, 37, 161,

261, 262, 278, 300].

EOK IC (YYP C, VI 1)

e Ha HavanpbHOM 3Tane MEIMKAMEHTO3HOTO JIEYEHUS PEKOMEHAYIOTCS IUIAHOBBIE NOBTOPHBIE
BU3UTHI (depe3 6, 9, 12 mecseB, Npu HEOOXOIUMOCTH Yallle) K Bpayy IUIaHOBbIE BU3UTHI IS
OLIEHKH MepeHOCUMOCTH, 3()(PeKTUBHOCTH M 0€30MacCHOCTH JIEYEHMs, a TaKKe KOHTPOJIS
BBINOJIHEHUS] BpaueOHbIX pekoMeHaanuil. [Ipun HemocTatouHoi 3((HEKTUBHOCTH M IJIOXOMH
NEPEHOCUMOCTH MPOBOJUMOTO MEAMKAMEHTO3HOIO JIEYeHHMs] PEKOMEHJI0OBaHa 3aMeHa
UCIIOJIb3YEMOr0 JIEKaPCTBEHHOI'O Ipenapara ¢ MOCIEAYIOUMM KOHTPOJIEM IPOBOAUMOIO

neuenus [31, 33].

EOK IC (YYP C, VI 1)
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2350
2351 e PEKOMEHIOBAHO pPAaCCMOTPETh BO3MOXKHOCTH IIPOBEACHHUS HArpy304HOE TECTHUPOBAHUE
2352 Kaxaele 2-3 roma JUISL KIMHWUYECKU CTAOMIIBHBIX ITAIMEHTOB M KAXKIBIA TOJ npu

2353 porpeccupoBanuu cumMnromoB [288, 357].

2354  EOK IIbC (YYPC, Y] 5)
2355

2356 e PEeKOMEHI0BAaHO PACCMOTPETh BO3MOXKHOCTH INpoBeneHus MPT cepaua xaxnasle 5 ner mis
2357 KIIMHUYECKH CTAOMIILHBIX MAIMEHTOB M KaXIble 2-3 ro/ia MmaueHTaM ¢ MpOorpecCHPOBAHIEM

2358 3aboseBanus [385, 387].

2359  EOK IIbC (YYP C, Y]1 5)
2360

2361 e [Ilomnoe oOcnenoBanue, Bimovaroniee DKIT u DXO-KI' u qurenbupiii MonutopuHr DK,

2362 peKoMeHyeTcs B TeueHue 1-3 mecsues u 6-12 mecsiues nocie nposeneHus CMD [40, 42].

2363 EOK (YYPC, Y/ 5)
2364

2365 @ ]It HEKOTOPBIX ITALMEHTOB, KOTOPBIM YCTHBIX PEKOMEHIALMMI HETOCTATOYHO,

2366 PEKOMEHIYETCSl PACCMOTPETh BO3MOXKHOCTD MPOyOJIUPOBATh UX B MTUCbMEHHOM BU/IE IS
2367 o0ecreyeHns 0CO3HAaHHOT'0 Y4acTHs MalMeHTa B JIeYeOHO-IPOPHIAKTHIECKOM MIpoLiecce U
2368 noBbleHus d¢pekruBHoCcTH JteueHus [31, 33].

2369 EOK IIbC (YYP C, YA/ 5)

2370

2371  KomMmeHTapuii. Heomvemnemou uacmvio Meponpusimuti npu jieyeHuu u OUHAMUYECKOM HAOII0OeHUU
2372 6omvHvix TKMII  Oondcno 6wvims nogviuienue ux obpazosamenvhoeo yposHs. Ecau Oaoice  epau
2373 pazpabomaem onmuManrbHyl0 NPOSPAMMY JledeHust 05l KanC0020 KOHKPEMHO20 Nayuenma, nposecmu ee
2374 @ oicusHb OyOem 6ecbMa CNOJMCHO NPpU HAAUYUU  HUSKOU MOmueayuu K nedenuro. Bce npumensemvle
2375  MmemoOvl evwenus u NPOPUIAKMUKU OOIHCHBL OblMb 00CYHCOEHbL U CO2NaAc08aHbl ¢ bobHbIM. IIpu 6blb0ope
2376 peoicuma HasHaueHus npenapama HeobxXoouMo yuumeieams 00pas oicusHU nayuewma. Bce
2377 pexomeHnOayuu, oagaemvle NAYUEHMY, OOJNNHCHbI OblMb ACHLIMU, YEMKUMU U COOMBEMCMBOBAND €20

2378  uHmMennexmyaibHOMy YPOBHIO.
2379

2380
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2381
2382

2383
2384
2385
2386
2387
2388
2389
2390
2391
2392
2393
2394
2395
2396

2397

2398
2399
2400

2401
2402
2403

2404
2405
2406
2407
2408
2409
2410
2411
2412

2413

2414
2415
2416

2417

2418
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6 Opranmzanmusi MeIMUIMHCKON MOMOIIU

® HaHI/IeHTaM C HCOUYCBUAHBIM AUArHo30M, TSOKEITBIMA CUMIITOMAMU WY MOBBIMIEHHBIM
PUCKOM CBA3aHHBIX C 3a6OJ'ICBaHI/IeM OCJIOKHEHUN PEKOMCHAOYETCA O6CJ'I€I[OBaHI/Ie nu
JICUCHHC y CIICIUAJINCTOB MYHBTI/II[I/ICL[I/IHJH/IHapHOI\/JI KOMaH/BbI, 3KCHepTOB B BCICHUU
TKMIT [31, 33, 84].
EOK IIbC (YYP C, VI 5)

e He3aBHCHMO OT BBIPQXKCHHOCTH CHMIITOMOB, PEKOMEHYETCs PETYIIIPHOE 00CIIe0BaHNE
HAIMEHTOB U, IPH BO3MOKHOCTH, POJCTBEHHUKOB ITEPBOI cTeneHu pozacTaa [31, 33, 94,
125,127,128, 161, 222, 232, 246, 327, 358, 373].

EOKIC(YYPC, YA 1)

e PexomenaoBano Bo Bcex ciydasx ['KMII, knuaunucram niaHupoBarth o0cienoBanue u
JIEYEHHUE MMAlMEHTOB B LIEHTPAX ¢ MYJIbTUAUCLUIUIMHAPHON KOMAHJI0W CIEUAIUCTOB, C
OIBITOM JIUArHOCTUKH U JIeueHUs 3a00JIeBaHUNA MHOKapzaa [31, 33, 84].

EOK I1aC (YYP B, VI 3)

IToxa3zanua Kk MJIaHOBOM roCNUTAJIN3ALUU

» s yrounenus npuausbl [ JK HesicHOTO reHes3a u HeoOX0IUMOCTh B CIIEIIHATBHBIX
MeTonax uccienoBanus (uckirouenne penokonuii ['KMIT);
» (MCHOJIb30BaHKE TUArHOCTUYECKUX MPOLEAYP, TPOBEIECHHE KOTOPHIX HEBO3ZMOXKHO HMIIH
» Herenecoo0pa3Ho B YCIOBUSIX MOTHKINHUKH)
» TPYIHOCTH B IOA0OPE MEAMKAMEHTO3HON Teparuu sl KOPPEKIUU
cunapoMoB (u3-3a couetanus: marosoruii ['KMIT/OI'KMII + (AT"), TKMII
+ (CA Tum 2), (CMHAPOM CTCHOKApAHH);
» Ha3nauenue HeBazomwmaTupyromux Oera-Ab, Bepamamuma**  ux
KOMOMHAIMM PEKOMEH/1yeTCsl HAaUMHATh B YCIOBUAX CTAllMOHApa ¢ MaJIbIX
7103, TPOBOJIUTH TUTPOBAHNE 0 MAaKCHMAaJIbHO TIEPEHOCHUMBIX 7103 MO

KOHTpoJieM caMo4yBCcTBUA 1 DKI'

IMoka3zaHus K IKCTPEHHOH T OCHUTAJIU3ANUMN

» muporpeccusi XCH, TpeOyromas HHTCHCUBHOH Teparnun
»  OTEK NETKuX

» WHCYJBT
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2423
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2425
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2429
2430
2431

2432
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2439
2440
2441
2442
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2451
2452
2453
2454
2455
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OIacHble JUIsl )KM3HM HapyLICHHs CEpJEYHOr0 PUTMa U IIPOBOJUMOCTH, TpeOyrolue
MHTEHCUBHOW Tepanuu
CUHKOIIAJIHBIE COCTOSTHUSA
OKC

[IpenorBpamennas BCC

IToxkazanusa K BbINKMCKE MAIUEHTA U3 craguoHapa

>

ycranoBienue auaraoza ' KMII win ¢penokoruit  ['KMII ¢ ucnionb3oBanneM
CIIELMAJIbHBIX METOJ0OB MCCIICI0OBAHUs IIpY yTOYHEHUHU npuunHbl 1 JDK;
o100p MEAUKAMEHTO3HOM TepaIuu Mpu COYEeTaHHON MaTOJIOrUu
KyIIUPOBaHUE HAPYIIEHUH PUTMA U IIPOBOJAUMOCTH, OTCYTCTBHE OCJIOKHEHUN

TpeOyIoMMX, MHTEHCUBHOM Tepanuu u cradunuzanus XCH Ha ucxogHoM ypoBHe.

Hnbie OpPraHm3allMOHHbIC TEXHOJIOI'HN

[Tpu ananuse padotsl JIITY ¢ 6onpubiMu IKMII 1ienecoobpa3Ho onieHUBaTh ClIeAyIOLIHE

IIOKa3aTCIIn:

>

Cootnomenne 'KMII u denokonuii ' KMII, aTnonorudeckuii cnektp
denokormii ['KMII

CootHomieHrne 0O0CTPYKTUBHBIX U HEOOCTPYKTUBHBIX (opm ['KMII.

CooTHoIIeHNE CEeMEMHBIX U CIOPAAMUECKUX CllydyaeB 3a00JIBaHUS

YacToTy rocnuTaM3anuii B CBSI3M C MPOTPECCUPOBAHUE MO MOBOIY
nporpeccupoBanust XCH, ®II, OKC, cnyyan BCC.

[Torpe6HocTs B OKI', 9XOKI', MPT, KT, xoponaporpaduu amus
BBITMIOJTHEHUS] PEKOMEHIalui 0 JUMHAMUYECKOMY HAOJI0JIEHUIO0 U
o0cneoBaHuIo MpobaHaa | POACTBEHHUKOB MAIIUEHTOB TEPBOW JTMHUU
poacTBa

CwmeptHOCTS (%), ocnoxknenus (%) 3arox, 3, 5.

YactoTy BbIsBICHHS (PAKTOPOB KapIMOMETA00INIECKOTO PUCKA B Pa3HBIX
Bo3pacTHbIX rpymmax ['KMII.

XapakTep CONYTCTBYIONIEH MaTOJIOTMU. Pe3ynbTaTbl MOHUTOPUPOBAHUE
MOTEHIIUATHHO MOAUDUIIUPYEMBIX (PAKTOPOB: AHTPONOMETPHUECKHUX
nanabix  (MMT, OT) u nokasareneit kapauomerabonuueckoro pucka (Al
JUTIH0TPaMMa, YPOBEHb TIMKEMUN) B PA3HBIX BO3PACTHBIX TPYIIITax

NanKeHTOB
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2457
2458

Kpurtepuu onenku kauyecTBa MeIUIIMHCKON MOMOIIU

IIpoexr

Kpurepnii kayecTBa

EOK
Kaacc u ypoBeHb

YA

YYP

Ha\ner

Brinonnena KOHCYJIbTallud BpaduoM-
KapauoJoromMm

IB

Ja/Het

Brimmonnena OKI' He mo3anee 1 yaca oT
MOCTYIUICHHUS B CTAI[MOHAD

IB

Ja/Het

w

Brmmonuena TT-DXOKIT

IB

Ja/Het

I

Brimonmaeno CMOKT

IB

-

Ja/Het

BeimonHeHs! aHaIU3BbI:

KJIMHUYECKUH aHaAJIU3 KPOBU M OOILMIA aHaIN3
MOYH, OMOXUMHYECKUIT aHAIU3 KPOBH (BKIIOYAs
XOJIECTEPUH, TPUTTIULEPUIBL, KaJIUH, HATPU,
ACT, AJIT, mo4eBHHa, KpeaTHHUH, OWINPYOUH,
TJTFOK03a)

IC

Q| |®

Ja/Het

IIpoBenena repanus 6era-Ab w/nmm
6110KaTOpaMH KaJIBIIUEBBIXKAHAOB W/HIH
narnouropamu AIl® w/mmm 610kaTopamMu
penenTopoB anruoreH3uHa |l n/mnmm
JMYypETUKaMH (B PeXUME MOHOTEPAINHU WIN B
pexuMe KOMOMHUPOBAHHOM Tepanuu) B
3aBUCHMOCTH OT MEJMLUHCKUX TIOKa3aHUuH 1
MPU OTCYTCTBUU MEAUIMHCKUX
IPOTUBONOKA3aHUM.

Ja/Het

BrinonHeHa KOHCYNIBTAIMS BPAUOM CEepJIeUHO-
COCYIUCTBIM XHPYPIOM, TIPOBEACH aHaJII3
MOKa3aHUM U NPOTUBOIIOKA3aHUN K
SHIOBACKYJLIPHOMY/XUPYPTHIECKOMY JICUCHHIO
(CMD/PMD, CAA, JBKC)

I1aC

Ja/Het

IIpoBeneHa crpaTuuKanyst prucka y
nanueHToB ¢ 'KMII u Beicokum puckom BCC, a
takxke y nauueHTos ¢ OI' KMII, nepenecuux
CAA (EBponeiickas moaenas [lkana “HCM
Risk-SCD”. Omnpenenenst nokasanus k UKJI B
3aBUCUMOCTH OT MEAMIIMHCKHUX MOKa3aHUH U
P OTCYTCTBUU MEAUIIMHCKHUX
MIPOTUBONOKAa3aHUM

Ja/Het

IIpoBeneHa crpatuduKays prucka y HalueHTOB
I'KMII co cpennum u Hu3kum puckom BCC, a
takke y nauueHTo ¢ OI'KMII, nepenecmmx
CMD/PMD ( AMepuKaHCKasi MOJIEJIb).

B 3aBucUMOCTH OT MEAMIUHCKUX MMOKa3aHUH U
IpPU OTCYTCTBUH MEAUIUHCKIX
IIPOTUBOIOKa3aHuil BeinosiHeHa MPT ¢
KOHTPACTUPOBAaHUEM TaJ0JHHUEM.
Omnpenenensl nokazanus k MK/ B 3aBucumoctu
OT MEIUITMHCKUX MMOKa3aHUH U IIPU OTCYTCTBUU
MEIUIIUHCKUX TMPOTHBOIIOKa3aHUH

10

JloCTUTHYTO yJydIlleHHE COCTOSHUA MallueHTa,
YMEHbIIIEHNE BBIPAKEHHOCTH CUMITOMATHKH
3aboJieBaHus, HA OCHOBE THHAMHUKH TSIKEeCTH
®K CH no NYHA na MOMEHT mocTynjieHus
U BBINNCKH 00JBHOTO M3 Je4e0Ho-
NPOPHIAKTHYECKOT0 YUpexKIeHHs Ha GoHe
(papmakoTepannu WK cTpaTerui pefyKuuu
MIKII

Ja/Het
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Hpuio:xkenne A2. MeTom0/10rusi pa3padoTKu KIMHUYECKNX PeKOMeHIauuii

BcnencrBue Toro, 4to wiensl Poccuiickoro kapinoa0oru4eckoro o01ecTsa BXOIsT B COCTaB
EBporeiickoro o01iecTBa KapIUOJIOTOB M TAKXKE SBISIOTCS €r0 YWICHAMH, BCE PEKOMEHIAITUU
EBporneiickoro obmiecta kapauonoros (EOK) dopmupyroTces ¢ yuactuem poccuiickux
AKCIIEPTOB, KOTOPHIE SABIISIOTCS COABTOPAMHU €BPONEHCKHUX pekoMeHaarui. TakuM oOpazom,
cymectByromue pekomenaanuu EOK orpaxator obiiee MHEHHE BETYIIIMX POCCUMCKUX U
€BPOIEHCKUX KapAnoJioroB. B cBs3u ¢ atum popmupoBanue HannoHanbHbIX peKOMEH1alui
MIPOBOAMIIOCH Ha ocHOBe pexomennanuii EOK, ¢ yueTom HanmoHanbHO crienuukH,
0COOCHHOCTEH 00CIe0BaHNUs, JI€UCHHS, YIUTHIBAIOLINE TOCTYITHOCTh MEAUIIMHCKONW MTOMOIIIH.
[To sTOM NpUYMHE B TEKCTE HACTOSIIIMX KIMHUYECKUX PEKOMEHAALNNA, OJJHOBPEMEHHO
KCIOJI30BAHbI JIBE IIKAJIbl OLIEHKH IOCTOBEPHOCTH JI0KA3aTEJILCTB TE3UCOB PEKOMEH JALIHIA:
ypoBHH 1ocToBepHOCTH AokazaTenbcTB EOK ¢ YYP u Y11, Jlo6aBiieHs! Kiiacchl
pexomennanuii EOK, mo3Bossironiue oneHuTh HEOOXO0IMMOCTh BBITIOJIHEHHSI T€31Ca

pexomennanuii (Ta6mumsr 111,112, 113, 114).

IIpencraBnennsie Pekomennamuu pa3paboTansl Ha ocHOBe Poccuiickux pekoMeHaauii mo
JMAarHOCTHKE U JIEYeHHUIO rurnepTpodudeckoit kapauomuonatuu 2016 rona, pekoMeHaaui no
JMAarHOCTHKE U JISYEHUIO TunepTpodudeckoit kapauomuonati EBponeiickoro obuiecTsa
kapauosoros 2014 rona, co31aHHBIX HA OCHOBE MHOTOJIETHETO OMbITA M OOJIBIIOrO
KOJINYECTBA UCCIIECIOBAHUH 10 Pa3JIMYHbIM acleKTaM TUarHocThku u jieuenus [’ KMII. B
PexoMeHanusx N3105K€Hbl OCHOBHBIE ACIIEKTHI TATOr€HE3a, KINHUYECKOTO TEYEHMSI, METOIbI
JMArHOCTUKHU U NpUHIMIBI JiedeHus: 0oabHbIX ['KMII ¢ yueTrom HHAMBUYaTIbHBIX

0COOEHHOCTEN MaIieHTa.
He.]]eBaﬂ aynnTopnﬂ JAHHBIX KJINHUYECCKHUX peKOMeHlIaIII/lﬁ

1 Bpau xapauomnor

2 Bpau tepaneBt

3. Bpau o0meit mpakTiku
4

Bpau cepieyHo-coCyAMCTBIA XUPYPT
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3861
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3865
3866

3867

3868

3869

3870

3871
3872

5. Bpau ¢pyHKIIMOHATBEHOM THAarHOCTUKA

6. Bpau nydeBoi AMarHoCTUKU

Tabnuua I11 — IIkana onpeaenenus kiaccoB pekomenaanuii EOK.

IIpoexr

Krnacc pekomennarmit Omnpenenenue [Ipennaraemas
EOK (hopMyITMpoBKa
| JlokazaHo nin OOIIeNnpU3HAHHO, YTO AUATHOCTHICCKAS PexomenmoBano/
IpoLeaypa, BMEIIATEIbCTBO/ JICYCHUE SIBISIOTCS MOKa3aHOo
3¢ PEKTUBHBIMU U TOJIE3HBIMU
I [IpoTrBOpeUrBEIC TaHHBIC U /WM MHEHHS 00
3¢ GEeKTHBHOCTH/ TIOJIH3E TUATHOCTUIECKOH MPOIIETYPHI,
BMEIIATEIIHCTBA, JICUCHHS
BonbmMHCTBO JaHHBIX/ MHEHHUN B TIONTB3Y () (HEeKTHBHOCTH/
TTOJIB3BI AHATHOCTHYECKON IPOLIEAYPHI, BMEIIATEIhCTBA
lla A POLCAYPHL, ’ Ienecoobpasto
JICUCHUS
HNPUMEHSTh
D¢ deKTUBHOCTB/ T0JIb3a JMATHOCTUYECKOH POLIETyPBHI,
lb BMEIIATENbCTBA, JICUCHHS
YCTaHOBJICHBI MeHee YOeqUTENbHO MorxHO
TIPUMEHSTh
Il JlaHHbIE WM €IMHOE MHEHHUE, YTO JUArHOCTHYECKas He
IpoLeaypa, BMEIIATENbCTBO, JeUeHHe OeCIoie3Hbl /He Pexomennyercs
3¢ QEKTUBHBI, a B psijie CIy4aeB MOTYT IPUHOCUTH BPE/. MIPUMEHSTH
Ta6auna I12 — Ilkana onpenenenns Y/ , EOK.
[YpoBHE JOCTOBEpHOCTH JI0Ka3arenbeTB, EOK
A JlaHHbIE MHOTOYHCIICHHBIX PAHJIOMU3UPOBAaHHBIX KIIMHUYECKUX MCCIIEI0BAHUM HITH
MeTa-aHaJlM30B
B JlaHHBIC TIOTYYEHBI IO pPe3yJabTaTaM OJHOTO PaHIOMU3UPOBAHHOTO KIMHUYECKOTO
HCCIICIOBaHMS MITH KPYITHBIX HEPAHIOMU3UPOBAHHBIX HCCIICOBAHINA
Cc CornacoBaHHOE MHEHHUE HKCIIEPTOB H/WITH PE3YJIbTaThl HEOOJBIINX HCCIICIOBAHHH,
[PETPOCHEKTUBHBIX MCCIIEJOBAaHNH, PErUCTPOB

Tadanua I13 — kana onpenenenust Y1 nis neveOHbIX, peadMINTAIMOHHBIX M MPOPUIAKTHIECKHX

BMelIaTeJIbCTB.

YpoBHU J0cTOBEpHOCTH JT0Ka3aTenbeTs (Y 1)
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«MeToauveckue PEKOMECHAAIIMH IO OIICHKE TOCTOBEPHOCTH A0KA3aTECJIbCTB U yﬁe[ll/lTeJ'l])HOCTH

pxomenaamnuiiy ®I'BY «IIDKKMID» Mun3zapasa Poccuu, 2017

1 Cuctematmueckuii 0630p PKU ¢ mpumenennem Meta-aHamm3a

2 Otnensrabie PKU u cuctematndeckne 0030pH! M HCCIIeAOBaHIS Tr000ro mu3aitaa (mommmo PKU) ¢

TIPUMEHCHNUEM ME€Ta-aHalIn3a

3 HepaHZ[OMI/ISI/IpOBaHHLIe CPAaBHUTCIIBHBIC UCCIENOBAHNA, B TOM YHUCJIE KOTOPTHBIC UCCIIETOBAHUA

4 HeCpaBHI/ITCHBHHC HCCICA0BAaHUA, OTMCAHUE KIIMHNYECKOTO CiIy4as Ui CEPUH CIIy4acB,

HUCCICaOBaHUA «CJIy‘ﬂIaI\/'I-KOHTpOJIL»

5 Nmeercs s 000CHOBaHUE MEXaHU3Ma JCHCTBHSI BMEIIATENbCTBA (IOKITMHUICCKIC

I/ICCJIC,I[OBB.HI/I}I) WM MHEHHUE DKCIIEPTOB

Ta6auna IT4. HIkana onpenenenus: YYP 15 neq4eOHbIX, peadHINTAUOHHBIX U MPOPUIAKTHIECKHX

BMeIIaTeJIbCTB

VYposens yoeautensHOCTH pekoMeHaanui (YVYP),

«MeToauuecKkne peKOMEHIANH MO OlleHKe TOCTOBEPHOCTH 10KA3aTeJHCTB U yOeTUTEeILHOCTH

pexomenaanuiny ®I'BY «IIDKKMID» Munsapasa Poccun, 2017

A OpnHo3HaYHas (CHIIbHAS) PEKOMEHIAIHSA (BCe paccMaTprUBacMble KpUTEPHH 3P HEKTUBHOCTH (FCXOIHI)
SBJISIOTCS B)KHBIMH, BCE MCCIICIOBAaHUS UMEIOT BRICOKOE HITH yIOBJICTBOPUTEIEHOE

MCTOAOJOTHYCCKOC KaUCCTBO, UX BBIBOJAbI 10O HHTCPCCYIOIMIUM UCXOAaM SABJISIIOTCS COFHaCOBaHHBIMI/I)

B Heonno3naunas (yciioBHas) peKoMeHAalMs (He Bce paccMaTpuBaeMble KpuTepun 3 heKTHBHOCTH
(MCXO0/IBI) SIBIAIOTCSI BXKHBIMH, HE BCE UCCIIEIOBAHNS HMEIOT BBICOKOE HITH YIOBIIETBOPHTEIILHOE

KaueCTBO W/WIIH UX BbIBO/IbI 1O UHTCPCCYIOUIUM UCXOdaM HE ABJIAKOTCA COFHaCOBaHHHMI/I)

C Hwuskas (cmabast) pekoMeHmanus — OTCYTCTBHE JOKA3aTELCTB HAIC)KAIIEeTo KauecTBa (Bce
paccMaTtpuBaeMble KpuTepuu ) (HEKTUBHOCTH (MCXO/IBI) SIBIITIOTCS HEBaKHBIMH, BCE HCCIICAOBAHMS
HAMEIOT HU3KOE METOJJOJIOTHYECKOE Ka4eCTBO M MX BBIBOJIBI TI0 MHTEPECYIOIIUM HCXO0aM HeE SBIIOTCS

COTJIACOBAHHBIMN)

Taoauua I15. llkana ouenkn Y /I 1jis 1MarHOCTHYECKUX BMEIIATEIbCTB

YA Hepapxus 1u3aiiHOB KIMHHYECKHX HCCIE0BAHMIT 10 YOBIBAHUIO YPOBHS I0CTOBEPHOCTH

J0Ka3aTeJbCeTB oT 1 10 5

1 CucreMaTU4eCKUe 0630pI)I I/ICCJ'IG,Z[OBaHI/Iﬁ C KOHTpOJIEM pe(i)epeHCHLIM METOAOM
2 OTIIGJ'H)HI)IC HCCIICAOBAHMS C KOHTPOJIEM pe(l)epeHCHBIM METOAOM
3 HCCJ’IC,Z[OBEIHI/IH 0e3 MOCJIEA0BATECIIbHOT'O KOHTPOJIA pe(l)epCHCHBIM METOAOM MJIM UCCICOAOBAHUA C
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3879

3880

3881

3882

3883

3884

3885

3886

3887
3888
3889
3890
3891
3892

3893

3894

3895

3896

3897

IIpoexr

pe(ﬁbepeHCHHM METOAOM, HE SABJIAIOIINMCA HE3aBUCUMBIM OT UCCIIEAYEMOT'O METOAA

4 HeCpaBHI/ITCHBHHC HCCIICAOBAaHMA, OITMCAHNE KIIMHUYCCKOTO Clrydas

5 HmMeeTcs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBUS UIIM MHECHUC OKCIIEPTOB

Taoauna I16. Ikana onpenenenuss YYP auarHocTuyeckux BMeLIaTeIbCTB

YPP Pacmindposka

A O)IHO?,Ha‘IHaH (CI/IJ'H)HaH) PEKOMEHOaAg (BCC HUCCIICAOBAHUA UMCIOT BBICOKOC UJIN
YAOBJICTBOPUTECIILHOC METOAOJIOI'MYECKOE KaUCCTBO, UX BBIBObI 10 UHTCPECYIOIIUM UCXOdaM

SIBIISIFOTCSI COTJIACOBAHHBIMN)

B Heonnoznaunas (ycioBHas) pekoMeHaanus (He Bce UCCeI0BaHUs UMEIOT BBICOKOE HITH
YIOBJICTBOPUTEIBHOE KAYECTBO H/MJIM UX BBIBOBI 10 MHTEPECYIOLIUM HCXO/IaM HE SIBJISIOTCS

COFHaCOBaHHHMI/I)

C Huzkas (cna6a$1) pPeKOMCHAANA — OTCYTCTBUC NOKA3aTCIILCTB HAAJICIKAICTO Ka4CCTBA (BCG
HCCICA0BAHNS UMCHOT HU3KOC MCTOJOJOTHYCCKOC KAYCCTBO U UX BBIBOABI [0 UHTEPCCYIOIUM

HCXodaM HE SABJIIAIOTCA COFJ'IaCOBaHHBIMI/I)

Hopsinok 00HOBJIEHHS KIMHMYECKUX PeKOMeEeHIAuMi

MexaHI3M OOHOBIICHUSI KITMHIYECKUX PEKOMEHIAINN TPeIyCMaTPUBACT HX CUCTEMATHICCKYIO aKTyallU3alIiio —
HE peke YeM OJIFH Pa3 B TPU T'0JIa WIIH MPH MOSIBICHIH HOBOI MH(MOPMAIIHU O TAKTHKE BEICHUS ITAIIUEHTOB C
JaHHBIM 3a0oseBaHueM. Pemrenne 00 oOHOBIeHNN npuHEIMaeT M3 P® Ha ocHOBE IpeNIOKeHHUH,
MIPECTaBICHHBIX MEIUIIMHCKIMU HEKOMMEPYECKUMH MPO(HeCCHOHATFHBIMEU opranm3anusMiu. CHopMUpoBaHHEIE
MIPeUTOKEHUSI TOJDKHBI YUYUTHIBATh PE3YIIbTAThl KOMIDIEKCHOM OIIEHKH JIGKapCTBEHHBIX MIPETapaTosB,

MECIUIIMHCKHUX I/I3}I€J’IPII>1, a TaK¥XK€ pE3yJIbTaThl KJINHUYECKON anpo6au1414 HOBBIX MCTOAOB JICUCHMUA.
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3898
3899
3900
3901

3902

3903  IIpunoxkenue A. CBsi3aHHbIE JOKYMEHTBI.
3904
3905

3906 1. IIpuka3 Munucrepcrsa 3apaBooxpanenus Poccuiickon @enepannu
3907 ot 15 Hos0pst 2012 r. Ne 918n «O06 yrBepx)acHuu [lopsika okazaHuss METUIIMHCKOMN

3908 MIOMOIIIM OOJIBHBIM C CEPJIEYHO-COCYAUCTHIMHU 3200JICBAHUSMI.

3909 2. Cranpmapt MEIUIUHCKON TTOMOIIY OOJBHBIM C OOCTPYKTHBHON THIIEPTPOPUUECKOH,

3910 npyroi runeptpodudeckoii kapaunomuonaruer MUHUCTEPCTBO

3911 3IPABOOXPAHEHUS U COLIMAJIBHOI'O PA3BUTUSI POCCUMCKON

3912 OEJIEPALINN ot 24 mas 2006 roga N 380. OO0 yTBep:KJI€HUHU CTaHIapPTa MEAUIIMHCKON
3913 MIOMOIIIY OOJIEHBIM C OOCTPYKTHBHON TUIIEPTPOYUIECKOH, pyroii rurnepTpodudeckoi

3914 kapauomuonatueit  http://docs.cntd.ru/document/901984540

3915 3. [Tpuka3z MunucrepctBa 3apaBooxpanenust Poccuiickon denepanuu
3916 ot 15 utons 2016 1. Ne 5201 «O06 yTBEp>KICHUHN KPUTEPUEB OLIEHKU KayecTBa

3917 MEIUITMHCKON ITOMOIIH))

3918
3919
3920
3921
3922
3923
3924
3925
3926
3927
3928
3929
3930
3931
3932
3933
3934
3935
3936
3937
3938
3939
3940
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3941
3942
3943
3944
3945
3946
3947
3948
3949

3950 IIpuioxkenue b. Aropurmsl AelicTBUI Bpaya
3951
3952
3953

3954 Taoauna 1. Mosekyasipabiidi matorene3 penoxkonuii 'KMII.

Hozomnorus (¢peroxonms MonexyspHBIi TaTOTeHe3
'’KMIT)
AL-amunonnos Ilpu AL-amunoudose KJIOH MaJIUTHU3NPOBAHHBIX IIA3MAaTHYECKUX KIETOK

CHHTE3MPYET B OOJIBILIOM KOJIMYECTBE JIErKHe LenH (Karmna uin Jsmoa)
MMMYHOTOJIOOYJTMHOB. YBeJINYeHHE KOHIICHTPAIMK OeJKa-Ipe/IleCTBeHHUKA BhIIIE
HEKOTOPOr0 OPOTOBOr'0 3HAYSHUSI MOXKET aBTOMATHYECKH MPUBOJHUTH K HaYary
(hubpmIDIOTeHe3a M OTIOKCHHIO aMITona B TKaHsaX. [Ipu stom B 5 % cimydaes

JAUArHOCTHUPYIOT NPCUMYIIIECTBCHHOC IMOpaXCHUEC cepala aMHIIOUI030M.

HewnacnencrBeHHbIH B ocHOBe MONEKyYIIPHOTO MaTOTeHe3a HEHACICICTBEHHOTO W HACIICICTBEHHOTO
(WtATTP) U | TPAaHCTUPETHHOBOTO aMIUIOHN03a JIeKAT KOH(POPMAIIMOHHBIE U3MEHECHHUS 1
HacneacTBeHHBIH (MtATTP) | mecrabmmmzarus tetpamepa tpanctuperuna (TTP). decrabmwmzamus TTP npuBomut
TPaHCTUPETUHOBBII K HelpaBWIbHOMY (oJIAMHTy OelKa U arperaiuu BapuaHTHbIX MoHoMepoB TTP ¢
aMUJIOUI03 00pa30BaHHUEM TOKCUYHBIX MPOMEKYTOUYHBIX aMIJIOUIOTCHHBIX MMPOIYKTOB U
AMUITOUTHBIX (HUOPHILIT.

OTH MeXaHU3MBI MOTYT HapyIIaThCs C BO3PACTOM, YTO OOBSCHSICT MOBEIIICHHE
pUCKa pa3BUTHA HEMYTAHTHOTO TpaHCTUpETHHOBOTo ammionno3a (WtATTP) y g
MIOXKHUIIOTO U CTAPYECKOTO BO3pacTa.

Hacnencreennsrit AT TR damie BcTpedaetcs B 9HICMHYIHBIX JJISL 3TOTO 3a00JICBaHUS
perronax. Hanbosee uyactoie reHernueckue Bapuantel: Val30Met- ATTR, co
CMEIIIaHHOM CUMITOMATUKOM (HEBPOJIOTHYECKAs M KAPAUOMATHYCCKAs) C TIO3THIM
ne6rorom u He-Val30Met-ATTR, kapAHOMHOTIATHYECKHUI BAPHAHT 3a00ICBaHMS.
VI3BeCTHBI MyTalllH, BHI3BIBAOIIHE CEMEHHBIC U CTIOpaandecKie (hOpMbI 3a00IeBaHUs,
KOTOPBIE aCCOLUMPOBAHBI C TIPEUMYIIECTBCHHBIM TIOPAKCHHUEM cepala (Harmpumep,

Vall122lle, lle68Leu, Thr60Ala, LeulllMet).

Bonesns Aunepcona—®adbpu | Myrauus B rene GLA (omucano 6oiree 400), koaupyromeM pepMEHT a-TalakTo3uaa3zy
A (0-Gal A npuBOAUT K 3HAYUTENLHOMY CHUYKEHHIO aKTUBHOCTH (hPepMEHTA,
BOBJICUEHHOTO B META0OJU3M C(HUHTOTJIMKOIUITHIOB. DTO MPUBOJIUT K HAKOTUICHHUIO
HETUAPOIN30BAHHOIO CyOCcTpaTa 6JIOKMPOBaHHON (PepMEHTHON Peakny 1
COMPOBOXKIAETCS YBEIINICHUEM YHUCIIA JIU30COM B KJICTKAX, HAPYIICHUEM

HOPMAaJFHOTO (PYHKIMOHUPOBAHHS ITHX KJIETOK U MX THOETBIO.
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HacnenctBeHHBIE CHHAPOMBI
¢ 'KMII y noapocTkoB u
MOJIOJBIX B3POCTIBIX
CBSI3aHHBIE C MyTallUsIMU B
TeHe

PRKAG2

PRKAG?2 xomupyer mAM®-akTHBHPYEMYIO IIPOTCHHKHUHA3Y-Y2. JlaHHBIH O€I0K
OTpeieNsIeT BHYTPUKICTOUHYIO aKKYMYJISIIIUIO TIMKOTEHA U HAPYIICHHUS ero (QYHKIHH
MOTYT IPUBOJUTH K MCEBAOTUNICPTPOPHH KAPAUOMUOIIMTOB U 3a/ICPIKKE HHBOIFOIMU
SMOPHOHAIIFHBIX MTPOBOIAIINX MyTEH B MUOKApJIE.

ITpu aToM Habmoaaercs yactoe couetanue ['KMIT u WPW.

bone3ns Jlanon

MonekynspHBIA MEXaHU3M pa3BUTHs Ooiie3HH JJaHOH OCHOBaH Ha JIe(eKTe B
LAMP-2 Genke, KOTOPHIA OIMOCPEAYyeT HAKOIUICHHE TIIHKOTEHA B KAPIUOMUOLIUTAX H
MIPUBOJUT K IIceBAOTHIIepTpoduN MHOKapaa. Korma cymecTByeT reHeTHIeCKHi
o0ycnoBneHHbIH Aedenut oenka LAMP2 Habr0naeTCs HEMpaBUIIbHAS
aytogaruueckas aerpananus 0enkoB. Ayrodarndeckas akTHBHOCTb CBsI3aHa C
MaTOreHEe30M Pa3HOOOpa3HbIX Oone3Hel. CymecTByeT MHCHHE, 4TO O0Jie3Hb JJaHoH

06ycn03neHa HaCJICACTBCHHBIMU HAPYIICHUAMMU IIpoOIecca ayTO(i)aFI/II/I.

Artakcus @puapeiixa

MounekynspHsblii natorese3 arakcuu Opuupeiixa 10 CUX HOp SBISETCS NMPEAMETOM

ﬂHCKYCCHﬁ. O,I[HaI(O Ha HaCTO?IH.II/Iﬁ MOMCHT YCTAHOBJICHO Y4YaCTHC Oeika

Q)paTaKCI/IHa B HOAACPKAHWU TOMCOCTAa3a IKeJjIe3a B KICTKEC W TO, YTO C€Iro
HCAO0CTAaTOYHOCTH

NPUBOOUT K MHOXXECTBCHHOMY (EPMEHTHOMY  JC(HLUTY,

MPITOXOHZ[pPIaJ'ILHOﬁ ,I[I/Icq)yHKL[I/II/I 1 OKHCJIUTCIBbHOMY IMOBPCIKACHHIO.

RASonatun
(curmpom

cungpom LEOPARD)

Hynan U

Myranuu B reHax, KOJUPYIOUIAX KOMIIOHSHTHI U perymstopsl RAS/MAPC
curHaibpHOro myTH (RAS/MHUTOreH-aKTHBUpYyeMasi IPOTEMHKNHA3a) BBI3bIBAIOT
MHOKECTBEHHBIC HACIIEACTBEHHBIC MOPOKH pa3Buthsi. RAS/MAPC curHambHbIi MTyTh
OTBETCTBEHEH 3a nposudepanuto, 1upGhepeHIIHPOBKY, CTAPCHUE U allONTO3 KICTOK
obecrieunBaroniel 3THM HOPMaJIbHOE Pa3BUTHE KIETOK M TKaHEH OpraHM3Ma B IIEJIOM B

3M6pI/IOHaJ'IBHOM 1 MOCTHATaJIbHOM IIEpHOJAax.

3955
3956

3957  Tadauua 2. Mopdo-dpynkuuonansubie penorunst npu FKMIT

Mopdo-byHKIIHOHATBHBIN (PEHOTHIT Onucanue

['uneptpoduueckuii VYmenbmenssiit JOK, acummerpuunas ['JDK (runeprpodust
(«KIaccu4ecKkuin») MIKII), o6ctpykuus BTJDK
CMemaHHbIN Junaranmonnas cragust ' KMII, ymeHbl1eHne crenesn

(runeptpodus + aumararus) runeptpoduu («BHITOPAHKEY), YMEHBIIEHNE/NCUE3HOBEHHE
obcrpykumu BTJDK.

B munaranmonnon cranguu npu I'KMII crennps qunatannu
KaK [PaBUJIO HE ObIBaeT OOJBIION. 3aKiI0OUeHHe, YTO y
nanueHTa paszpuaercs qunaranus JOK cnegyer
OCHOBBIBaTh Ha quHamMuKe padmepoB JDK. Jlaxe
«HOpManbHbIe» pazMepsl JDK, MoryT o3HayaTh
«IMJIATallHOHHYIO CTAJMIO», HAIIPUMEDP B INHAMUKE
KJPmx 35 MM — 55 MM (TIpH YCIIOBHUH KOPPEKTHOTO
U3MEPEHUsI).

BeIpaxxeHHas auuiatanus npeacepanii, peCTpPUKTUBHBIN
tun HanosHeHus JOK. Mosket ObiTh ipu MasieHbkoM JIDK

CMenaHHbIN
(runeprpodus + pecTpukiys)
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CMelaHHbIi Hunararmonnas craaust ' KMII. Beipaxkennas nqunaramus
(rumeprpodus + npeacepaui, peCTpUKTUBHBIN Tyl HanosHeHus JDK,
PECTPUKLHUSHIMITIATALIHS) YMEHBIIIEHUE CTETICHU THIEPTPODUH, TUIATHPOBAHHBIN
JOK
3958
3959
3960

3961 Taﬁ.lmua 3. U3meHnenusn ﬂaﬁopaTopme TECTOB, MO3BOJAKIIHNE 3a1I0A03PUTD

3962 HekoTopble penoxkonmun I'KMII.

3963 (amanrruporano u3 2014 ESC Guidelines on diagnosis andmanagement of hypertrophic cardiomyopathy ).

Tect 3aboneBanus (penoxonru ['KMIT)

I'emornoOux [Tpu anemun ycunuBaroTcst 60JIM B TPYAHOM KJIETKE M OJIBIIIKA, U €€

ClIeyeT UCKJII0YaTh NP U3MEHEHUU CUMIITOMAaTUKU

AHMUSL, BBI3BIBAsI TAXUKAPIUIO, MOXKET CIIOCOOCTBOBATH

yBeanuenuto '] B BTJDK.

CHmXeHne KUCOPOA-TPAHCTIOPTHON (DYHKIIMH KPOBU MOXKET

SIBJISICTCS JJONIOJHUTEIbHBIM (DAKTOPOM HMIIEMUH MHOKapJa.

DyHKIMSA TOYEK VY nanueHToB ¢ Tsxenon JeBoxkenygoukoBoid XCH MoxeT ObITh

HapyleHa QyHKIHS T0YeK.

Camxenne CK® 1 npoTenHypHsi MOTYT HAOJIOAATHCS TIPU

amuiionio3e, 6osne3nn Aunepcona-@adpyu U MUTOXOHIPUATBHBIX

00J1e3HX

MHVII u N-tepmunanbubiii | Jluarnoctuka XCH Ha panneit cranguu. Monutopusr Tsikectu XCH

npo-MHYTI (Nt-proBNP) u otBeTa Ha Tepanuto npu ¢peHoxkonusx ['KMIT I'KMIT (namp.
Kap/AMaJIbHOM aMUJIONJI03€).

Cepaeunblid TPOIOHUH IToBeIieH:

- y nauuentoB ¢ 'KMII, ocobenHo npu nporpeccupoBaHun

cumntomoB 'KMII,

- ipu pa3Butuu UM 2 unm 1 tuna

- ipu HeKOTOpbIX peHokonusax I'KMII (nanp. kapanaasHOM

aMUJION]I03€)

Onpenenenue [Tpu mogo3penun Ha AL-amumnonao3 cepata.

KOHIIEHTPAIIUX CBOOOTHBIX

JIETKHX 1IeTei

MMMYHOTIJIOOYJIMHOB (Kamnmna

U 1aM0J1a) B KPOBU M MOYE

HccienoBanue KOCTHOrO [Ipu moio3peHnn Ha aMHIJIOU 103 CepPILIA.

MO3Ta

TpaHcaMUHA3bI ICYCHU [Teu€HOYHBIE TECTHI MOTYT OBITH U3MEHEHHBIMH TTPH
MUTOXOHIPHAIIbHBIX 00Je3HsX, Oone3nu JlaHoHa

Kpearundocdoxunaza Kpearundochokxnnasa mia3mel Bo3pactaet 6osie3Hsb JlaHoHa 1
MHUTOXOH/IPHAIIBHBIX OONIE3HSX, TIECMUHOMATHIX

AKTUBHOCTB anb¢a- VY MmyxumH ¢ 6one3nbt0 Anaepcona-®Padpu Huzkas (<10% ot

rajakTo3uaa3el A B HOPMAJIHLHOTO YPOBHS) HIIM HEolpeaeliieMasi akTHBHOCTh ajib(a

a3me/nerkonurax (y rajjakTo3uaassl A.

My>k4umH >30 5er) V sxeHIuH ¢ 6one3Hpio AHnepcoHa-dabpu ypoBeHb pepMeHTa B

I1a3Me U JeMKOIIUTax 4acTo B nepeaciiax HOpMbI, ITIO3TOMY, IIPU

113



IIpoexr

KIIMHUYCCKOM MMOJO3PCHUN Tpe6yeTcs1 TFCHCTUYCCKOC TCCTUPOBAHMUC.

I'moxo3a HaToIaKk

Mo3KeT OBITh MOBBIIICHA TIPU HEKOTOPBIX MUTOXOHAPHATBHBIX
00JIE3HIX

Ouenka GyHKIIUA
IIATOBUIHOMU JKEIIE3EI

JlomkHa ObITh onpezesieHa B MOMEHT IOCTaHOBKH JAMAarHo3a u
MOHHUTOPHPOBATHCS Kaxble 6 MecsieB y 00apHbIX ¢ ['KMII,
TOJTYYaIONTUX aMHOIapOH™*™

JlakTat mia3Mel

YBenudeH y HEKOTOPBIX OONBHBIX MPU MUTOXOHIPUATHHBIX
00JIE3HIX

3964

3965 Taoauna 4. lllkasa nporHo3upoBaHusi BEPOSITHOCTH 00HAPY KeHMsI

3966 reHerudyeckux Bapuantos npu I'KMII

3967 (AmanrupoBano u3 J. Ingles, C. Burns, R.D. Bagnall et al. )

[IepemenHas baubr
Bospacr, ner 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 —4
60-69 -5
70-79 —6
80 -7
KeHmuHe! -4
ApTtepuanbHas TUIIEPTEH3US —4
dopma MXKII ¢ «obpartHoii kpuBu3HOW» («Reverse curve 5
morphology»)
COOTHOIIIEHNE TOJIIUHEI 1,46 0
MIKII/3CJDK 1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4
Cymma GamnoB < 2 mpeacKa3blBaeT HU3KYIO BEPOATHOCTh OOHAPYKEHUSI TEHETUYECKUX BapUAHTOB
B IPUYHMHHBIX TeHaX, Hanbosee pacnpocTpaHeHHbIX pu ['KMIIT

3968
3969
3970
3971
3972
3973
3974
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3975

3976

3977

3978

3979

39dabamma 5. JJIeKTpOKapAUOrpapuuecKue AHOMAJIMH, IMO3BOJIAKIIHE
39BIPEINMOJIOKUTH KOHKPeTHbIM Juaruo3 ¢penoxkonnu I'KMII nian mopdosorndeckuii
somapuanT 'KMII (o Rapezzi C et al., 2013).

3983
OcobennocTn KommenTtapuii
Kopotkuii PR Pannee Bo30yXIeHHUE )KEITYI0UYKOB — YacThii (h)eHOMEH OoJie3Hel
UHTEpBaJl/paHHee HakoruieHus (6one3nu Ilomne, PRKAG2 u /lanona) u
BO30YXKICHHE MUTOXOHIpHaIbHBIX O0one3neir (MELAS, MERFF).

Kopotkwuii PR nunTepBan 6e3 panaero Bo30yKIeHUS KETyJOUKOB
BcTpeuaeTcs npu 6one3nn Anjgepcona-dadpu.

AB-6yoxana [Iporpeccupyroniee 3ameIJIEHNE aTPUOBEHTPUKYIISIPHOTO
MIPOBEJICHUS YaCTO BCTPEYACTCS IPU MUTOXOHAPUAIBHBIX
3a00J1€BaHUAX, HEKOTOPBIX 0O0JIE3HSAX HAKOTUICHHSI (BKIIOYAs
6one3ns Annepcona-®abpu), aMuIoOua03€, JECMUHONATHIX, U Y
NaIyeHToB ¢ myTtanusMu B reHe PRKAG2.

Bripaxxennas ['JDK UpesBblvaitHo 6016110 BoabTaxk QRS tunuuen nis 6Gonesneit

(Uupexc Cokomosa >50) [Tomme u JlaHoHA, HO MOYKET OBITh PE3YJIbTATOM TOJIBKO PaHHETO
BO30YKICHHUS JKEITYIOYKOB.

Hwuskuit Bosbraxk QRS Huzkuii BompTax QRS B 0TCyTCTBHE TEpUKAPAUATHHOTO BBINOTA,

(W1 HOPpMaJIBHBIN BOJIBTAX | OKUPEHUS U 00JIe3HM JErkux penko Habmomaercs nmpu I'KMIT (3a
HE CMOTpSI Ha YBEJIMYEHUE | UCKIIFOUEHUEM CIIy4aeB CTaJAUM JEKOMIICHCALIUN), HO XapaKTepeH
TonuHbl cTeHKu JIK) JUTsE TateHToB ¢ AL-aMunonio3om u pexxe mpu TpaHCTUPETUHOBOM
aMUJIONI03€.

Huddepennmanbupiii quarnos mexay ['KMIT u kapauansHoit
dbopMoil aMunon103a BKIIOYAET aHAIN3 COOTHOIICHHUS
BosibTax/Macca JIK:

AHOMAaJIbHOE COOTHOIIIEHUE (HU3KUI BOJIBTAX MPHU TONIIUHE CTCHKU
JIK > 12mMm) xapakTepHO AJi KapAHaIbHOTO aMUJION]103a
(4yBCTBUTENBHOCTH 75%, crieniuduaHocTh 67%).

BexTop QRS ot -90° 1o - Habmroaercs y naneHToB ¢ cuHipoMoM HyHaH, nMmeromux

150° BBIpQXXEHHYIO 0a3ajbHYI0 TUIIEPTPOPHIO, PACTIPOCTPAHSIONIYIOCS Ha
BbIXOTHOM TpakT I DK.

['uranTcKuil HeraTUBHBIN ['urantckuit HeraTuBHBIN 3y0el T B MpeKOpANAIbHBIX W/WIH

3yoerr T (>10 mm) nepeaHeNnaTepalbHbIX OTBEACHUSAX CBUAETEIBCTBYET O BOBICUECHUH
Bepxymku JDK.

[TaTonoruyeckuii 3yder Q | AHOManbHO TIyOOKu# 3yber Q B mepeaHenaTepanbHbIX

(>40 mc n/umm >25% OTBEJICHUSX, OOBIYHO C TIOJIOKUTEIbHON T-BOJIHOM, aCCOIIMUPOBAH C

II1yOUHBI acuMMeTpu4HO# runeptpodueit JDK.

R-BosHBI W/uK TITyOHUHA AHOMasbHas IPOIOJDKUTEIBHOCTD 3y01a Q (>40 ms)

>3 MM XOTsI OBbI B IBYX aCCOILIMMPOBaHa ¢ o0macTaMu GUOPO3HOTO 3aMEIICHHUS.

OTBEJICHUSIX KpoMe aVR

CBonuatas sneBanus YV HEKOTOPBIX NAIMEHTOB C AUKAJIBLHON WM TUCTATbHOMN

cermenTa ST B rutnepTpodueil pa3BUBAIOTCS aUKaIbHBIE aHEBPU3MBI, HHOTA

JaTEPAIbHBIX TPYIHBIX aCCOLIMMPOBaHHBIE ¢ (HrOPO30M MUOKapa. MabIxX pa3MepoB
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OTBEIICHUAX aHEBPU3MBI BBIABIAIOTCS ToabKO npu MPT cepana, 9xoKI ¢
KOHTPacCTUPOBAaHUEM WM BEHTPUKYJIOrpaduu, 4acTo
acCOLMMPOBaHBI € 3neBalueit cermenTa ST B arepalibHbIX IPYIHBIX
OTBEJICHUSX.

3984
3985

so@adoauna 6. Ilapamerpsl mporokosa TT-IXOKI-uccienoBanuss y nammeHtra ¢

3987KMII. (amantuposano u3: Cardim N, Galderisi M, Edvardsen T. et al.)

ITapameTpsl Kommenrapun
Tonmuna muokapna JOK (B 16 W3mepenue tommuunsl cteHok JOK ciaenyer npoBoAUTs B KOHEUHO-
cermenTax JIK) JIMACTOJINYECKYIO (a3y, MPEANOYTUTEIHHO B TAPACTEPHAIBHON ITO3UIINH I10
Konngectso kopotkoi ocu JIXK (kenaTenbHO TONMIMHY MHOKapAa B TUIIEPTPOPHUPOBAHHBIX

rUnepTpoUPOBaHHBIX CETMEHTOB | CErMEHTaX OLEHUBATh B HECKOJBKHUX MPOCKLMUIX, HO U3MEPEHUSI B allMKaIbHBIX
JEK. CKaHaX MEePEOICHNBAIOT TOJIIINHY MHOKap/a U3-3a OrpaHMYeHUI G0KOBOTO
pasperieHusi).

Wz6eraTs BITtOYCHUS B TOMIHHY Muokapaa [DK-tpabekyi.

Kpurnunblie nokasarein: MakcumaibHas toimpaa crenku JOK (crpatudukarms
pucka BCC) u TonmuHa CTEHKH B MECTE MUTPAIbHO-CENTAIILHOTO KOHTAKTa

(Be100p CMD-CAA).

Tun runeprpodun JIK AcumMmeTpuyHasi, CAMMETPUYHAs, alliKaJIbHasA, CPEAUHHO-KETYI04UKOBas,
[Marrepr mopdonorun MXKII npyrue otaenst JOK.
MIXII: ¢ oOpaTHO# KpUBU3HOH, CUTMOBHIHAA, TuiepTpodus Bceit MIKII Bes
MXKII
Tonmmnaa muokapaa DK OneHnBaIOT B 0a3aJIbHBIX, CPEANHHBIX U alMKaJIbHBIX CErMEHTaX (HOpMajbHbIE

pa3Mepbl < 5 MM B H300paKeHNH ITapacTepHaIbHOM 110 JUIMHHOW OCH Ha YPOBHE
XOPJI TPUKYCIUAAIBHOTO KianaHa). V36eraTh BKIIIOYSHNS AHKAPAUATBHOTO

Xupa B uzmepenue muoxkapaa IDK.

Tekctypa muokapaa JDK «Onectsmiiy, rpaHyJsipHOCTb (Juis uckiIroueHus Gpenoxonuit 'KMIT).

Hamnaue xpunt muokapaa (mpu MPT Gonee TouHast THarHOCTHKA).

HccnenoBanue pazMepoB 1 KIP*, KCP, K10 u KCO
o6remoB JK *[Ipumedanue: mpu S-oopaznoit MKIT KJIP cienyer m3mMepsTh B 2-X BapHaHTaX
— Ha ypoBHe 0a3ayibHbIX cerMeHToB JIXK 1 Oiike K CpeIMHHBIM CETMEHTaM, I'1ie

OH MakcumasieH (cM. pekomenaaiu ASE 2019)

HUccnenoanue pasmepos IDK B nmapacrepHanbHON U aMKaNIbHOW NO3ULIUU

HUccnenosanue pa3mepos u Veenuuenue JII1 oTHOCHTCS K HOMOTHUTENBHBIM (hakTopam prcka BCC
o6semos JIIT u I1IT

Or1eHKa TOIIUHBI Jnsa uckmouenns ¢penoxkonwit ' KMIT (amumnonnos)

MEXKIIPECEPIHON IEPETOPOIKH

BusyanbHas olleHKa KHHETUKH BrisiBnenue 301 umemun/mepeHecernoro MM

muokapaa JOK u TDK
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Bﬂsyaanaﬂ OIICHKA KJIallaHOB

(MK, AK, TK, IIK)

Ocoboe Banmanne — MK:

- Halmu4he IepeiHe-CUCTOINUYecKoro aABwxkeHus cTBopok MK, Hamuune
MUTpPaJIBHO-CENTAIbHOTO KOHTAKTa (BaxkHasi xapakrepuctuka ['KMII, Ho Takxe
Moxer HaOmomatecsi He npu [KMII y mnamuwentoB ¢ maneHskuM JDK
He3aBucuMo oT Hanuuus ['JDK, mpu runosoneHun, mocie KapAnOTOpaKalIbHBIX
XUPYPrHYECKNX BMEIIATEIBCTB)

- €CTh JIM yAJHHEeHHe (M30BITOYHOCTE) cTBOpOoK MK, Hamimane u creneHs

npoabupoBanus ctBopok MK.

HaHI/IHHHpHHe MBIIIIIBI

KonnuaecTBo, €CTh 1M IUCIOKALIMS

Hannaue u crenieHs 00CTpyKIHH
BTJIX unu cpeaunHo-

JKEITY0UYKOBOI 0OCTPYKIINH

Perucrpanus xpoBoroka depe3 AK/BTJIK — matrepH HONIIIEPOBCKOTO CIIEKTPa
u BennuuHa ['J B BTJDK.

Crenyet ucronb30BaTh cieayromue popmyssl st pacyera ['J] B BTJDK:
ypasHenue Beprymu Ap = 4 X V max 2, eciiu MOXHO TOYHO U3MEPHUTHL CKOPOCTh
KpoBoToka B myTu orToka JUK; hopmyna knmunnku Meiio «Ap = [(4 x V max
MP? ) + p JIII] — cuctemHoe cuctonuueckoe AJl», eciu Haau4due BhIPaXKeHHOM
MUTPAIBHON PErypruTalui He T03BOJIAET TOYHO H3MEPUTh CKOPOCTh KPOBOTOKA
B mytH oTToKa JOK (pJII1 —maBneHue B 1eBOM MpeICcepaAnH, HCIOIb3YeTCs
KoHcTaHTa 20 MM PT CT.)

Heobxoaumo yoeauTbes, 4To peructpupyercs Tojbko kpoBoTok B BTJIK u He
«3aXBaTBIBACTCS TOK MUTPAJILHON perypruTari.

Ecnu B moxoe I'’JI B BTJIDK < 30 MM pT. cT. ciegyeT NpoBecTH
MPOBOKAIMOHHYIO P00y BanbcanbBhl.

YV "exortopsix 6ompHEIX BenmunHA [J] B BTJIK Oornbiie B monoskeHUH CUAs U
CTOSI, UeM JIexkKa, TI03TOMy HeoOxoanmo u3Mepenne '/ u B monoxenun

CIlalfu€HTa Cuasa U CTOA.

Ectb i 06CTpYyKIHS BBIXOIHOTO

Tpaxta IDK

Peructpauus ckopoctu kpoBoToka B BTIDK 1 Ha ypoBHE cpeAMHHBIX

cermenToB [1DK

OrieHKa KJIaITaHHOW PerypruTanuy,

ocobenHo MP.

[Tpu MP, o6ycnosnennoit [ICJI MK Tok, kak mpaBmiio, HalpaBJIeH JaTepajibHO
Y K331, a creneHs MP nponopionasisHa BeipaskenHoctr [1C/] m mutpanbHo-
CEeNTaJIbHOMY KOHTAKTYy.

Ecnu nanpasnenue Toka MP atunuuno uinu He nponopuroHansHa [1C/,
BO3MOJKHA caMOCTOsITeNbHas maTojorus MK; 3To kpuTHdHO A7 BEIOOpa

XUPYPTAICCKOT0 WJIM SHAOBACKYJIAPHOTO METO/JAA JICHCHUA.

Hccnenosanye CUCTOIMYSCKON

dyaxoun JOK u IDK

®B JIX gacto cBepxHOpMabHa, 0coOOeHHO pu ManeHbkoM JUK, aro MokeT He
KOPPEKTHO OTpaXkaTh COKPATHMOCTb KapHOMHOLINTOB. bosiee TOUHBI
npoosbHEIH 2D-strain u TkaneBas gpommieporpadus (S°< 4 ¢cM/C IPEAUKTOP
pa3Butust XCH 1 mioxoro nporuosa).

Jla ITDK: TAPSE, 2D-strain crenxu 1K

UccnenoBanne quacToanyecKoi

dbyraxmmn JOK

Cornacuo pexomenpamsiM ASE u EACI (2016) mpu I'KMII cnexyet
OIIGHUBATH CTeneHb nuactonmdeckoit muchyukmun (JD JIXK). KinroueBoit

napametp J® JIK — nasnenne nanonuenus JOK (K] JIK). Ero nennBasuBHas
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orenka MmHOorodakrTopHa. ITo pexomenmganusm ASE u EACI (2016) mpu TKMII
BbIBOJ 0 noBbimieHun KJJI JIK cnenyet ecnu:

1. cp. Ele’> 14 cwm/c,
2. pa3HHUIA AIUTEIFHOCTH PEBEPCUBHOW BOJIHBI A B JISTOYHBIX BEHaX U
BOJIHBI A TPaHCMHUTpaJILHOTO KpoBoToka (Ar-A) > 30 mc,
3. wunmexc oowvema JITT > 34 mut miu/m?,
4. THMKOBasg CKOPOCTH TPUKYCIUAAIBHON peryprutanuu > 2,8 m/c (CAJIA
> 35-40 MM pT.CT.)
Bonee monpo6HO 006 anropurMax oneHkd J{® B pa3sHBIX KIMHAYECKIX
curyanusx — cM. pekomernanun ASE/EACI (2016) 1o ucciieroBaHUIo
Jmuacronmueckor pyrkmmm JIK.
Ornenka npoponsHOi nedopmarm | C moctpoerneM cermenTapHoi cxembl-mumern JIK (bull's eye). ITarrepusr 2D-

JIX (2D-strain) strain pasmuunst npu [KMIT u denoxomusx TKMIT

OreHKa HaNU4KA KUJKOCTU B HUckmouenne Gpenokonnii ' KMII. XapakTepHo a5 KapAUAIBHOTO aMHIIOU 1032

IMOJIOCTH NI€pUKapaa

OreHKa UaMeTpa U CTCIIeHU Heob6xomumo mis pacuera CAJIA
KOJTAaOMpPOBaHUS HIDKHEHN TOJI0M

BCHBI

3988

3989 TabGauua /. JonosnurtenbHbie onmuun npu IXOKT.

Orimst Llesb MCTIOB30BAHUS
Omuenka mpoaosbHoi nedopmarnuu JIDK C moctpoenuem cermentaproii cxembi-mumienn JDK (bull's
(2D-strain) eye). Ilarrepusr 2D-strain  pazmuyael npu [KMIT wu
¢denoxommsax ['KMII
3-D pexoHcTpyKIHs Onenka mopdonorun MK s Beibopa Xxupyprudeckon
TaKTHUKH

3990
3991 Tabmuma 8. ODxokapauorpaduyeckue  O0COOEHHOCTH, MO3BOJISIOIIHE

3992  MpeAnmoJioKUTH Tuaruo3 penoxonuu I'KMII.

3993  (amamrrmposano u3 2014 ESC Guidelines on diagnosis and management of hypertrophic
3994  cardiomyopathy. The Task Force for the Diagnosis and Management of Hypertrophic Cardiomyopathy of
3995  the European Society of Cardiology (ESC).)

3996
OcobenHoctu Kommenrtapuit
YrTonuenne MexxnpeacepaHon Ammuion103
HEePEropoiKu
VYronmenue crBopok MK Amunounno3, 0one3nb Annepcona-®adbpu

['uneptpodus cBoboanoi crenku DK AMUIIONU103, MUOKAPAUT, O0JIE3Hb
Amnpepcona-®abpu, cunapom HyHan

[TepukapauanbHbINA BBIIOT Amunonao3, MUOKapIUT
YBennueHne 5X0reHHOCTH MUOKapaa AmMunnonos

JDK

Konnenrpuueckas I'JDK MuroxoHipuaabHbIe 00JIe3HH,

aMUJION 103, 00JIe3HL AHIEpCOHA-
®abpu, myrauuu B rene PRKAG2
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OkcrpeManbHas kKoHuentpuueckas ['JDK | bonesns [lanona, 6os1e3ns [lomme
(TommmHa cTeHOoK >30 MM)

['moGanpHas runokunesus JOK MutoxoHapragbHbIe 00JI€3HU, aMUIION 103, MYTAIlUH B
(C HaTMYUEM WJIH OTCYTCTBHUEM reHe PRKAG2, bone3ns JlaHoHa, MUOKapAUT, TO3THSSA
nunataiuu JIK) craaus ['KMII, 6one3np Aunepcona-dadbpu
O6ctpykius BeixoaHoro Tpakra IDK Cunnpom HyHaH u accoumupoBaHHbIE CUHIPOMBI

39Fad6auna 9. Ilapamerpsnl, KoTOpble HeodXoauMoO oueHuTh npu MPT cepauma y
sosmnuenTa ¢ 'KMII.

JDK: 06mem, macca, ©B

IDK: o6bem, pazmepsl

['JIXK: noxanu3anus/pacipoCTpaHEHHOCTh (KOJIUYECTBO TunepTpodupoBaHHbix cermeHToB JIXK),
TUN  (aCUMMETpUYHasl, CHMMETpPUYHAs, aluKalbHasg, CPEAUHHO-)KENyJ0UKOBas), MaTTEPH
mopoorum MIXKIIT (¢ oOpatHO# KpuBU3HOM, curmoBuaHAsA, Best MOKII) , MakcuMalibHAsT TOJIIIIUHA
CTEHKH, COOTHOIICHHE TONIIMHBI CTeHKH K o0beMy JIK, cremens acummerpuu (COOTHOIICHUE

MaKCUMaJIbHOW ¥ MHHUMAJIBHOU TONMIIUHBI cTeHKH JIK)

Hamuuue o6ctpykuuu: BTJDK unu cpeqmHHO-XKemy109KoBast

Bennmunna mmkoBoit ckopoctu/I’ZI B BTJDK (dasoBo-xkontpactHass MPT ¢ kommpoBanuem

CKOPOCTH)

[THI" (nanuuue, naTTepH, paclpoCTPAHEHHOCTH B %0)

Hannune u crenens MUTPAIBHON PETYPrUTALIAN

Arnmnapar MUTPaJIbHOTO KjlanaHa (CTBOPKH, XOP/bl, HAIMIISIPHBIE MBIIIIbI) — ONMCAHUE aHOMAJIHH,
cBs3b ¢ ooctpykuueit BTJDK n mutpansHoit peryprutanuei.

3999

4000 Tadauua 10. BapuaHThl HArpPy304HBIX TECTOB

Harpy3sounslii Tect Arnmnaparypa i [Toka3zanus/uenb
Harpy3ku

Harpy3ounslii Tect ¢ Tpenmuiin Crpatuduxanus pucka BCC

peructpanueit OKI' u Al Benospromerp
(pexe)

Crpecc-OXOKTI Tpenmunn - TUarHOCTHKA JIATEHTHOW OOCTPYKIIUU
Jlexatii - crpatudukanus pucka BCC (aunamuxa AJJ

u ']

BEJIOAPIOMETP

- MTHAYOUPYETCA JIM HIIEMUA MUOKapaa

- o1ieHKa 3 HEKTUBHOCTH MPOBOTUMON
Tepanuu
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- IUITAHUPOBAHKUE TUATHOCTUYECKUX
MEPOIPUATHH Y MAIIUEHTOB C OOJISIMU B

obnactu cepana (Heooxoaumocth KAL)

KapaunonynsMoHanbHBIH Tpenmunn [Ipu nnaHupoBaHUU TPAHCIUIAHTAILIUHU CepALIa

TCCT

4001
4002 Tadauua 11. Undopmanusi HeoOXoauMas sl CTPATH(PUKALMM PUCKA

4003 BCC (amepukaHCKasi MOJeJIb). (amantuposano u3 : Goff Z.D., Calkins H.)

Jloka3aHHbIe (haKTOPBI pUCKa 1. IIpenorBpamennas BCC (BbDKUBILIKE 1TOCIIE OCTAHOBKHU
BCC cepana Beiencteue OT nmu OXK)
2. cnoHrtanHas ycroitunsas KT
3. cemeitnas uctopus BCC Bcaeacreue 'KMIT
4. makcuMaibHas ToxmuHaa creHky JDK > 30 mMm
5. HEOOBsICHUMAs CHHKOIIA B TEUCHUE MOCIEAHUX 6 MecC.
6. HYXT > 3 xoMmiekcoB
7. wHeanekBaTHBIN oTBeT AJl Ha (hU3. Harpy3Ky
[TorenuuansHbIe 1. Bospacr < 30 ner
MOIU(pHATOPBI pUCKa 2. IIHI npu MPT
3. Hammume o6ctpykunu BTJDK
4. HeoObsicHUMBIE CHHKOIBI B TEUEHUE OCIEAHUX S JIeT
[Toarpymnmsl manueHToB 1. Amnespusma JIXK
BBICOKOI'O PUCKa 2. ®BJDK <50%
4004
4005
4006
4007
4008
4009
4010
4011
4012
4013
4014
4015
4016
4017
4018
4019
4020
4021
4022
4023
4024
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4032 Tadauua 12. dakropsl pucka BCC B amepukaHCKoii 1 eBpomneiickoi

4033  MOJEJSIX CTPaTH(PUKANNHU

4034  (amamrrmpomano m3 Young L, Smedira NG, Tower-Rader A. et al.)

4035

AMepUKaHCKasi MOJ1eJIb

Esponeiickas mogeabr «HCM Risk-SCDy»

[Toka3bIBaeT Jyuline pe3yibTaThl y
nanuentToB 'KMII ¢ Beicokum puckom BCC

MK]I noka3aH, eciii eCTh XOTs ObI 1 u3
(bakTopoB:
1. Cewmeiinas ucropust BCC

2. CuHKOIIBI

3. Makc. Tommuna crenku JDK > 30 mMm

WK]] noka3aH eciu y naiueHTa UMeeTcs JJII000i
npyroit gakrop uiu moaudukarop pucka BCC +
1 u3 cnenyroumx:

1. HYXT

2. HeanexBatublii oTBeT AJl Ha HAarpy3Ky

(zpyrue axTopsl U MOIU(UKATOPBI PUCKA — CM.
TaOJIUILY BBILIE)

Puck BCC y nmauuentos ¢ 'KMII 6e3
TPaJUIIMOHHBIX ()aKTOPOB PUCKA COCTABIISAET
5,9% 3a 10 sret [306].

Pa3paboran KajabKyasaTop S-IETHETO puckKa
BCC Ha ocHOBE MOJi€/H, B KOTOPO
YUUTBHIBAIOTCS CIIEAYIONINE TapaMeTphl:

1.Cewmeitnas uctopust BCC

2.CHUHKOTIBI

3.HYXT

4 Maxc. TonmuHa creaku JIDK

5.Bozpact

6.{uametp JIIT

7.I'’1 B BTJDK
(mapameTtpsl BHOCATCS B «KanbkynsTop» Ha
caiite http://doc2do.com/hcm/webHCM.html )
UK/ noka3zaH, eciu puck > 6%;
WK]] MoxeT OBITh pACCMOTPEH, €CITH PUCK
> 4%, Ho < 6%;
UK/, xak mpaBuIio, HE MOKa3aH, €CJIH PUCK
<4%.

Hlxana «HCM Risk-SCD» 6wi1a
8aNUOUPOBAHA OI51 NAYUEHINO8 C
npeowecmayroweti pedykyueu MKIIT
memodom CAA.[175].

COOTBECTCTBCHHO.

OI'KMII, nepenectimx CMD/PMD [101, 219].

Jl71s maimeHToB ¢ HU3KUM/CpeHUM pucKoM, 1o mkanaM pucka ACC/AHA u ESC

e Hanmune pacnpoctpanenHoro ¢puodposa (> 10% ) - npenukrop pucka BCC .
OTOT MOKa3areib TAKKe MOKHO MCIIONIBb30BaTh il crpatudukanuu pucka BCC y manueHToB ¢

4036
4037
4038
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4039
4040
4041
4042
4043
4044
4045 Tadmuna 13. KiiuHuYeckue Mcc/IeI0OBAaHUSI M UCNOJb3yeMble Mpenaparbl Ha

4046  poruneprpoduueckoii cragun I'KMII. (Axantuposano us Philipson DJ et. al..)
4047

IIpenapar IHorenunanbubii 3¢ dext Kiunnunveckue
HCCJIeJOBAHMS
Juntnazem VYMeHblIeHHE TUNEPTPOPUM KapJIUOMUOLUTOB | JIOKIMHUYECKHE
y Hocuteneit MYBPC3 myranuii HCCIICIOBAHUS
MY K-461 [IpenorBpamenne paszutusi runeprpopuu u | Paza I
¢bubpoza PaHIOMHU3UPOBAHHOTO
KOHTPOJIMPYEMOT'O
HCCIIEN0BAHUS PIONEER-
HCM
N-anerui- V3MeHeHMe 4YyBCTBUTEIBHOCTH K Kaibluio, | Pa3a | paH1oMu3uMpOBaHHOTO
LIUCTEUH perpecc runeprpoduu, ¢pudposa, yaydileHHe | KOHTPOIUPYEMOIO
JTUACTOJINYECKON TUCHYHKIIUH. uccienoanuss HALT
EPA Camxaer nponykuuio Tpopudeckux ¢axtopoB | PKN «INHERIT»
PEHMH-aHTHOTeH3UH-aIb1ocTepoHoBoro nytn | Paza || PKU «VANISH»

4048
4049  Tabdauua 14. IIpaBuiia u 0co0eHHOCTH Ha3HAYeHus OeTa-Ab

HeBazanunarupyrommue 6era-Ab octarorcs Hanbosnee 3¢ (HeKTUBHON TPYyNION JIeKapCTBEHHBIX
CPEICTB, NpuMeHseMbIX B eueHun ' KMII.

B HekoTopbix MeaunmHckux LleHTpax npenaparom nepBoro BeIOOpa ABISETCS HAJIO0JIO0N™ ™, B
JIPYTuX OUCOTPOION*™.

Pexomennyrorces 6eta-Ab** 6e3 BHyTpeHHENW CUMIIATOMUMETUYECKON aKTUBHOCTH.

B cBs13u ¢ GombIeit KOMITITA@HTHOCTBIO OOJIBHBIX PEKOMEHAYETCS OTaBaTh MPEIOYTEHUE
KapJIMOCEIEeKTUBHBIM OeTa-Ab ** mponoHrupoBaHHOIO AEUCTBUS, B YACTHOCTH OMCOMPONIONTY ™ *,
METOMPOJIONY™** CYyKIIMHATY.

o3y 6era-Ab ** pexomenayercs TutpoBaTh 10 goctmwkenuss YCC 55-65 B MUHYTY MO
KOHTpoJieM A/ 1 cMMIITOMOB.

CrnenyeT MOMHUTH O JPYTUX U3BECTHBIX MOOOUYHBIX 3 dekrax Oeta-Ab: HapylieHne
POBOJIUMOCTH, BILIOTH /10 OoJHON AB-010Kazp1, OpoHXOCTa3M, Ba30OKOHCTPUKIIUS
nepuepuyecKux coCy0B, HApyIIeHUE TOJIEPAHTHOCTH K TIIFOKO03€, SPEKTHUIIbHAS AUCHYHKIUS U

JPYTHX.
Bricokue 10361 00b1HO X0poI1o nepeHocsTes. [lo6ounblie 3¢ dexTh! (3kanodbl B OCHOBHOM Ha
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YCTaJIOCTI:) JOJIDKHBI OBITh TIIAaTCIIbHO UCCIICAOBAHbI, YTOOBI OICHUTH ONITUMAJIbHYIO

WHAWBUYAJIbHYIO J03Y A1 KOHKPETHOrO MalyMeHTA.
4050

4051
4052

4053  Tadamua 15. IIpaBuiia nu 0cOOEHHOCTH HA3HAYEHHS BepanamMuia™™.

Haznauenue Bepanammia**  pekoMeHyeTcsi HAUMHAThH B YCIOBHSIX CTAl[MOHApA C MAJbIX 103 —
20—40 mr 3 pa3a B ieHb C IOCTENIEHHBIM UX MOBBIIIEHUEM ITPU XOPOLIEH IEPEHOCUMOCTH 10

CHU)KEHHUSI YaCTOTHI CEPJICYHBIX COKpAIIEHUN B IIOKOE A0 55—65 B MUHYTY

Bepanamur** obecrieunBaeT cumnromarudeckuid 3¢ ekt y 65—-80% O0NbHBIX, BKITIOUYAs Clydan

pedpakTepHOCTH K JeueHHo OeTa-Ab.

[Tonb3a Bepanammiia™* orpaHuueHa ero coCy10pacupAOmuMy d3pdeKTaMu, KOTOpbIE y

OTACJIbHBIX ITAIIMCHTOB MOT'YT IICPCBCIINBATDL €TI0 OTpHH&TCJIBHI:IfI HHOTpOHHBIfI 3(1)(1)€KT.

Bepanamun®* npennouTuTeNieH A7 MOJIOJIBIX MAIIEHTOB C JIETKOW U yMEpeHHOU 00CTpyKIuen

('1 8 BTJDK B mokoe < 50 MM pT. CT.)

[Tatiuentam crapmie 65 yieT HEOOXOAMMO Ha3HAYEHHE HU3KHUX 7103 U TUTPALUS MperapaTa Mo

koHTposiem ['Jl B BTJDK, UCC (3KI') 1 KIMHUYECKUX CUMIITOMOB.

4054

4055 Tadauua 16. HayajbHble M nejieBble [103bl NMPHU JIEKAPCTBEHHON Tepanuu

4056 I'KMIL.
IIpenapar Havaiabnas no3a IeneBas no3a
- IponpaHoIon** 40-80 Mr/cyTku 240 mr/cyTkH
- MeTOnpoJIoN** 25-50 mr/cyTku 100-200 mr/cyTku
- aTeHOJION** 25-50 mr/cyTku 150-200 mr/cyTkn
- Gucormnpomuon** 1,25-2,5 mr/cytkn | 10 mr/cyTkn
- Ha10JIoIT** 20-40 mr/cyTKu 160 mr/cyTku
- coTanonr** 80 mr/cyTku 160-240 mr/cyTkn
- Bepanammr* 60-120 Mr/cyTku 240-480 mr/cyTku
-[IPOJIOHTUPOBaHHbIE POPMBI Bepanmamuia™* 120 mr/cyTku 240-480 mr/cyTku
- quaTHa3zeM™ * 60-120 Mr/cyTku 180-360 mr/cyTku
- aMHOJIapOH™** (KOHTPOIB/IPOPHIIaKTHKA) 200 Mr/cyTku 200 mr/cyTKu
- T30 PAMUT 250 mr/cyTkmn 600 mr/cyTkn
4057
4058
4059
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4060
4061
4062
4063
4064

4065 Tabauma 17. OcobeHHOCTH HAZHAYEHHS AU30NIMPAMU/IA.

Juzonupamu (penapaT BpeMEHHO YTPaTUil perucTpaloHHbIi Homep B Poccun)

JuzonupaMuj; OTHOCUTCS K aHTHApUTMUKaM A kiacca, o01aiaeT BhIpaKeHHBIM OTPUIATEIbHBIM
WHOTPOITHBIM U M-XonuHoauTudeckuM 3¢ dexrom, y 6opHbIX I'KMII criocoben cHuxkaTh
ypoBeHb o0cTpykuuu BTJDK, nmonoxurenbHo BIUATH HA CTPYKTYPY AUACTOJIBI.

MexanusM elicTBUS IIpenapaTa CBsi3aH HE TOJIBKO ¢ 0JI0Ka 10l HATpUEBbIX KaHAJIOB, HO U CO
CHIKEHHEM KOHIIEHTPALlUA BHYTPUKIETOYHOI'O KaJIbIU.

[To cpaBHenuto c 6era-Ab, koTopeie npenoTBpamaroT nossimenue ['JI 8 BTJIK y 601bHBIX ¢
JATEeHTHOH 1 1abuibHONM 00CTPYKIIMEH, CYyIIIEeCTBEHHO He Biusisl Ha Bennuuny [/ B mokoe,
TU30MUpaMu/ sBisieTcs Hanbomee 3 PeKTUBHBIM JIEKAPCTBEHHBIM CPEICTBOM AJisi CHIbKeHus ['/]
B BTJI)K B nokoe.

D¢ hEeKTUBHOCTS JICUSHUS TU30IMUPAMHUIOM TI0Ka3aHa B oTHOIIeHHH 001pHBIX [ KMII ¢

obctpykuuerr BTJDK. Camxkenne BeipaskeHHOcTH 06cTpykiun BTJDK u /1 conpoBokmaercs
yIy4IIEHUEM KIMHUKO-()YHKIIMOHAILHOTO COCTOSIHUS TTAllUEHTOB.

[Tpu MoHOTEpanuu U KOMOMHHUPOBaHHOM JieueHue (6era-Ab + nqu3zonupamun) (Bepamamun™*+
TU30MUPaMU), TUTpaLKs 00s3aTeNbHO, YBEINYCHHE T03bI 1101 KOHTposieM camouyBcTBus, (OKT,
CMDKI') crnexyer MOHUTOpUPOBaTh MpoaomkuTeabHocTh nHTepBana QT/QTc mo DKI Bo Bpems
noa00pa Bo3pacTarolei 1035l Au3onupamuaa. Jlosa 1omkHa ObITh CHUKEHA, €CIH
npoaomkutensHocTh nHTepBana QT/QTc mpesitnaer 480 mc.

BnusHue Tepanuu qu3anupamMuIOoM Ha IPOrHO3 3a00JIEBaHUS HE ONPENIENIEHO.

[Tpumenenue auzonupamuaa npu 'KMII tpebGyer cobmroaennst oco60il OCTOPOKHOCTHU B CBSZH C
BO3MOKHOCTBIO Pa3BUTHUS CBOMCTBEHHOI'O 3TOMY KJIACCY ITPENapaToB MPOapuTMUIECKOTO
3¢dekra, 0coOeHHO y OOIBHBIX ¢ HapylleHHeM QyHKIMU nodek. [Ipy Ha3HaYeHun mpenapara
MOT'YT BO3HHMKATh U APYTHE OCIIOKHEHUS, CBS3aHHbIE C ero M—X0IMHOOIOKHPYOMNM 3D (eKTOM:
CYXOCTb BO PTY, 3aI10p, 3aA€PKKa MOYH.

4066

4067  Tadauua 18. Iokazanus k pexykuuu MKIT (CMI/PMJ/CAA)

Kpurepun IToxa3anus

Knunnueckue XCH -1V ¢ynkunonansaoro kmacca NYHA ¢ ®BJIK > 50 % w/umm
HaJIMYUe JPYTUX TKENIbIX CHUMITOMOB (OOMOpPOKH, MHpPeroOMOpOYHbBIE

COCTOSIHUSI, CHUHAPOM CTEHOKApAHMH), CYIIECTBEHHO OrPaHUYUBAIOLINE
ITOBCETHEBHYIO AKTHBHOCTB, HECMOTPS Ha ONTUMAJIbHYO
MEJIMKAMEHTO3HYIO TEPAMHUIO.

I'emonunamuueckue | O6ctpyktuBHas ¢opma ['KMII (B mokoe wmnm unaymupyemas) ¢ I'JI B
BTJDK > 50 MM pr.cT., KOTOpas accouuupoBaHa c runeprpodueit MXKII
U TIEpEIHE-CUCTOINYECKUM JBUKECHHEM CTBOPKHM MHTPAJIBbHOIO KIIAIAHa,
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npyrumu aHomanssmMu anmapata MK (xopxer, [IM) u, pedpakrepnas k
MPOBOAMMON TEparuu B IMOJTHOM 00BeMe
AHaToMHYeCKHE Tommmuaa MXII, nocrarounas mis Oe3omacHOro W 3()PEKTUBHOTO

BBIMIOJTHEHUS] OMNEpaldyd WIA TOpoueAypbl (110 MHEHHUIO OIeparopa),
cocrogHue ammapata MK u moaxkiganaHHBIX CTPYKTYpP, COYETaHHBIE
AHOMAaJIMM KOPOHAPHBIX apTEepUH.

4068

4069

4070  Tabdauua 19. CpaBuenue CMI/PMD u CAA

4071 (Amarrrmposana u3 Batzner A, Schifers HJ, Borisov KV, Seggewil H.Hypertrophic Obstructive Cardiomyopathy.

4072 Dtsch Arztebl Int. 2019)

Kpurepuu CMDB/PMD CAA
Jlokanu3zanus CybaopranbHasi, CpeIHe- CybaopranbHasi.
rUnepTpoGupoBaHHOTO YKETYJIOUKOBAsl, alTMKaJIbHAS Cpenne-xenynoukoBas
otaena MOKII (B otaenpHbIX LeHTpax)

Crenenp rumneptrpodpuu

Ot > 20MM 110 3KCTpeManbHON
runeprpodus MOXKIT > 30 mm

runieprpoduss MXKII <
30 mm

Mexanusm nosseimeHus '] u
HegoctatoyHocTh MK

He SAM- accouunpoBaHHoe u
SAM- accoruupoBaHHOE

SAM-
aCCOLIMMPOBAHHOE

KomopOunnast marosiorus,
TpeOyroIIast Xupyprudeckoro
BMEIIIATEIHCTBA

[Togxnanannas memOpaHa,
aopTayibHbIN cTeHo3, MbC,
MHOCOCYJIMCTOE MOPAKEHNE

NBC, onnococynucroe
MOpaXKeHHE

B03paCT NanucHTOB

HO,Z[pOCTKI/I H MOJIOABIC B3POCIILIC

Bspocibie

CnoXHOCTb ITPOLIEYPBI

Haubonee yacTo BcTpeuarommecs
ocnoxkHeHuss CM3: Jledext MXKII,
AB 0Oinoxana 1 octaTo4Hast

Menee arpeccuBHast

obctpykuus BTJDK.
[TocTrponieIypHBIiA PUCK 2-10 % 10-20%
3aBUCUMOCTH OT o 50 % c nanuuue BITHIIT o 50% c nanuuue
KapAUOCTUMYJISITOPA BJIHIIT
Knunuueckas nmpakTuka bonee 50 ner bonee 20 ner
HoctynHocTh HenocraTounas, HeGomnbIioe JloctarouyHasi, HO

KOJMYCCTBO HCHTPOB C OIMBITOM

HeO0OJIBIIIOE KOJTUYECTBO
I[EHTPOB C OIMBITOM

Conocmasumbvle noxkazamenu 6blHCUBAEMOCINU U KIUHUKO-2eMOOUHAMUYECKOE yayduteHue nocie

CAA u CMO/PMD bvinu nonyuensvt 8 HepaHOOMUZUPOBAHHBIX 0OCEPBAYUOHHBIX UCCIEO0B8AHUSIX.

4073
4074
4075
4076
4077
4078
4079
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4084
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4086 Tadauna 20. BpaueOHas TakTHUKA BeeHUs1 OepeMEeHHOCTH U PoJopa3penieHust

4087 B 3aBHCHUMOCTH OT cTeneHu o0cTpykuun BTJIK. (Hammonansnsie pexomenarum.

4088  JlmarHOCTHKA M JICUCHHE CEPACYHO-COCYIUCTHIX 3a0oseBanuii mpu oepemennoctu. 2018.)

Crenens o0ctpykuuu BTJDK

BpauebHnas TakTrka

HeoOctpyktusnas ['KMII unu
HeOOoJIbIIas CTENEHb OOCTPYKIIUU
BTJIK

(I’ <30 MM prt.cT.)

[TposionrupoBaHre GEPEMEHHOCTH MOXET OBITh Pa3pelICHO
IIPU YCIIOBUU TMIOCTOSTHHOTO HAOJFOICHUS KapAHOJIOToM (He
pexe 1 pa3a B mec.)

[ocnuranm3anus OCyIIeCTBISICTCS B CPOKH,
PEKOMEHIOBAaHHBIC JJIsI BCEX IMAIIMEHTOK C CePICYHO-

COCyAUCTBIMHA 3a6OJI€BaHI/IHMI/I, npu HCO6XOILI/IMOCTI/I — qamaie.

Ponpl uepe3 ecTecTBEHHBIE POJOBBIC MTYTH.

Cpennsisi creneHb 00CTpyKIUU
BTJIK
(I'1 30-50 mmM pr.cT.)

Bomnpoc o BbIHamMBaHUN 6€pEMEHHOCTH PeIaeTCs
MH/IMBUYaJIbHO: HEOOXOAMMO ITOCTOSTHHOE HAa0JII0JeHHUE
KapjuoJiora (TepaneBTa) 1 akyllepa-ruHeKoIora.

Cpoxu rocnuTanu3aluy Te ke, a TaKkKe B JII000H cpok npu
YXYALIEHUU COCTOSIHUSI U Pa3BUTUU OCIOXKHEHHH.

Ponbl mpoBOAT Yepes eCTECTBEHHbBIE POIOBBIE ITYTH C
UCKJIIOYEHUEM IOTYT.

Tspkenast CTETIeHb 00CTPYKIIMH
BTJIK

BrinamBanue 6epeMeHHOCTI/I " pOJAbI KATCTOPUICCKHU
MMPOTHUBOIIOKA3aHBI.

(I'’1>50 mmM pr.cT.) [Tpu oTKa3e XKEeHIMHBI OT NPephIBaHUs OEPEMEHHOCTH

[IOKAa3aHa TOCIUTAIN3ALNS TPAKTUIECKH HAa BECh CPOK
O6epemeHHocTu. Posopaspenienre npoBoAsT yTeM Olepaluu
KECApEBO CEYECHHUE.
Hcnons3oBaHne dMUypaabHON aHECTE3UH C OCTOPOKHOCTBIO
M3-3a OIACHOCTU apTEPHUAIBLHON THIIOTEH3HUH.

4089

4090

4091  Tadauna2l. Yupexaenue asi BeaeHus oepemenHbix ¢ I'KMII.

(6beccuMnTOMHBIE WITH
MaJIOCHMITTOMHBIE TIAITHEHTKH )

BO3 11 BO3 Il

(cumnromusie manueHTKH ¢ ['KMIT )

Benenue 6epemeHHBIX PernonannHbIin DKCIEPTHBIN EHTP.
TIEpUHATAIbHBIN LIEHTP IlepunaTanbHbIN HEHTP 3 YPOBHS
Yacrora 0cCMOTpPOB 1 pa3 B 2 mecsna Kaxnpiii Mecsny win 2 pa3a B MecCsI]
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Yupexenue st PernonanbHblii OKCHEpPTHBINA LEHTP.

poaopaspeleHus IIepUHATAJIbHBIN LICHTP IlepuHaranbHbIN HEHTP 3 ypOBHSA

4092
4093
4094
4095

4096

4097  Tabauna 22. PekoMeHayeMble peKMMbI AHTUKOATYJISSHTHOM Tepanuu npu
4098 I'KMII y 6epemennbix ¢ ®II u onacHOCTH, CBA3aHHBIE ¢ Tepanuen

4099  BappapuHOM™™*.

4100

PexxuMbl aHTUKOATyJISIHTHOW Tepanuu

Pexxum 1 [MocrostaHas Tepanus BaphaprHOM™* 3a HCKITIOUCHHEM Cpoka 6-12 Henmenb (OTMEeHa JOKHA
Ha4YMHATBCA ¢ Havasa 5 HeJeIM ¢ Y4eTOM IIepUOAa MOTYBBIBEICHHS) C IEPEXOIOM Ha 3TOT
CPOK Ha HU3KOMOJIEKYJISIpHBIE TelapuHbl (MUHIMAIbHBIM PUCK TpoMO03a U BO3MOXKHBIH PUCK

SMOpHONaTUH)

Pexxum 2 Ilepexon Ha mnapeHTepalbHBIC IpPSAMBIE AHTUKOATyJISHTHI HAa BECh CPOK OepeMEHHOCTH
(MMHUMAaNBHBI pUCK 3MOPHUONATHH, HO IMOBBIMIEHHBIH IO CpPaBHEHHMIO C Tepamuei
Bap(papruHOM PHUCK TPOMOO30B)

OHaCHOCTI/I, CBS3aHHLIC C IPUMCHCHUCM Bap(bapI/IHa.

[Nepuon monyBsiBeAcHUs BapdapuHa mpeBpiiaet 60 4acoB, 4TO HEOOXOIUMO YIUTHIBATE IPH ONPEICICHHH CPOKOB

OTMEHBI IIpenapara.

HekoTopsie aBTOPBI OTMEUAIOT J0303aBUCHMBII SMOpHOTOKCHYeckuil 3 dekt Bapdapuna™* — no3a MmeHee S5 MI peaKo
MPUBOJUT K BOBHUKHOBEHUIO aMOpronatuu. OIHAKO, HA MPAKTHKE 7032 BapdapuHa onpesensercs Benuunaoit MHO

1 HE MOXET OBITh MIPOU3BOJIbHO YMCHBIICHA WJIM YBCIIMYCHA

Hawubonee kpuTnieckuM neprooM AeicTBUs BaphapuHa SBIsieTCst CPOK 6-12 Heneslb — MakCUManbHasi BEPOSITHOCTD

aMOpHOTOKCHIeCcKOTO 3 dekra

BprI3bIBast THIIOKOATYIIALNIO Y TLI0/1a Bap(apuH MOXKET PUBOANTD K HapymeHusM Gopmuposanuns [IHC, Be3bIBas

BHYTPUYCPCHHBIC KPOBOU3JIUAHU A

VYrHeras cuHTe3 BUHAMHH-K 3aBHCHMBIX (hakTOpOB BapdaprH CyIIeCTBEHHO BIHMSET HA Nporiecc GOpMUPOBAHUS U

pocTa KocTel mioja

Pe3ynbTaTroM SMOPHOTOKCHYHOCTH BapdaprHa™* SBIISIOTCS TUIOIIIA3HsI HOCOBBIX KOCTEH, aTpo(ust 3pUTEIILHOTO

HEpBa, 3a/Iep>KKa YMCTBEHHOTO Pa3BUTHS, a TAKXKE 3aMepIIne OepeMeHHOCTH, CIOHTaHHbIE a00PTHI U

MEpPTBOPOXKACHUS.
4101
4102  Tadauna 23. OrpaHu4eHusi B METOAAX JUATHOCTUKH NMPH OepeMeHHOCTH
Metog OrpannyeHust YVyp YA
OKT' Her orpannuenuii 1 C
OnekTpo-pusnonornaeckoe MoskeT OBbITh BBITIOJIHEHO 10 )KU3HEHHO BOKHBIM | 3 C
HCCIIeIOBaHNE MIOKA3aHUSIM
OXOKT TT-DXOKI - HeT orpaHu4eHui 1 C
UIT-OXOKT — eciu TT-OXOKI" mHe goctaTouHO
JUTSI IOCTAHOBKY JTUAarHO3a WITH JIeTaTH3aluu
HapylIECHUH.
MPT be3 ucrione3oBanus KoHTpacTa (TaA0THMHUN) 2 C
MOKET OBITh BBIITOJIHEHA B cirydae eciuu DX OKI
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HEJAO0CTaTOYHO /sl IOCTAHOBKH AMArHO3a
MynbTrcnupaibHas MosxeT OBITH BBITIOJIHEHA 110 )KU3HEHHO BAXKHBIM | 3 C
KOMIIbIOTEpHAsi TOMOrpadusi | NOKa3aHUAM
PenTrenorpadust opranos MoxeT ObITh BBITIOJIHEHA B CIIydae eCiu APYyTrHe 3 C
TPYAHOH KJIETKH METOABI 00CIeJ0BaHMSI HE MOTYT OOBSICHUTD

TeHEe3 OJIBIIIKI

4103 Tadauua 24. OcHOBHBIE MEPONPHUATHSA M0 NPOPUIAKTHKE OCT0KHEHUH Yy
4104 mamenToB ¢ 'KMIL
4105
Cumnrom/ocnoxuenne I'KMIT [TpodmnakTnyeckue MeporpHsITUSs
[IporpeccupoBanue I'JDK AnexBarnoe neuenune ['KMII, o6ctpykiuu BTJIK
BKJTIOYas hapMaKoTEpanuio, SHI0BACKYISIPHOE U
XUPYPTrUYECKOE.
[Ipu conyrcTByromei Al - runoreH3uBHas
Tepanus.
N36erath BEICOKOMHTEHCUBHBIX (PU3UUYECKUX
Harpy3oK U criopra
BCC u xu3Heyrpoxaroime HapyIeHus [TepBuunas u BropuyHas npogunakruka BCC - cm.
puT™Ma paznen «Ctparuduxanus pucka BCC»
XCH, pazButue awiaTaliOHHON CTaIuu AnexBatHoe sieuenue ['KMII, cBoeBpemeHHOE
WU TIPUCOEIUHEHUS PECTPUKTUBHOTO BBISIBJICHHE U JieueHne ooctpykiuu BTJIDK.
dbeHoTuna [Ipu conyrcrByromein UBC u Al — anekBaTHOE
JIeYeHue.
TpomO0IMO0IHYECKIE OCTIOKHEHHS Y 1o OOIIMM IPUHIUIIAM TPOMOOTIPO(PUIAKTHKH MTPH
nauueHToB ¢ OIT ®II (cm. pekoMennanuu 1o JieueHuto OIT)
WH(beKknoHHBINA YHAOKAPAUT AHTHOHOTHKONTPO(DUITAKTUKA PEKOMEHTYeTCs
TOJIBKO ITEpEL POLENYPAMHU BEICOKOT'O PUCKa
nanuentam ¢ ['KMII u npore3amu kianaHoB
cepALa, BpOXKICHHBIM [IOPOKOM CEpALIA UITA €CIIN
MaueHT paHee nepeHocun 1O.
(cm. pekomennanuu o U *)
V nanueHToB ¢ uMIutaHTupoBaHHbIM MK/
npodminaktuka M3 — o pexkomengammsm ESC no
aNIeKTpoKapauocTumymsiuuu 2013 r.**
4106
4107 * - 2017 ESC/EACTS Guidelines for the management of valvular heart disease The Task Force for the
4108 Management of Valvular Heart Disease of the European Society of Cardiology (ESC) and the European Association
4109  for Cardio-Thoracic Surgery (EACTS). European Heart Journal (2017) 38, 2739-2791.
4110 Baddour LM, Wilson WR, Bayer AS, et al. Infective endocarditis in adults: diagnosis, antimicrobial therapy, and
4111 management of complications: a scientific statement for healthcare professionals from the American Heart
4112 Association. Circulation. 2015;132(15):1435-1486.
4113  ** - Sandoe JA, Barlow G, Chambers JB, et al. Guidelines for the diagnosis, prevention and management
4114  of implantable cardiac electronic device infection. J Antimicrob Chemother. 2015;70: 325-359.
4115  **- 2013 ESC guidelines on cardiac pacing and cardiac resynchronization therapy: the task force on cardiac pacing
4116  and resynchronization therapy of the European Society of Cardiology (ESC). Europace. 2013 Aug;15(8):1070-118.
4117
4118
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4119
4120
4121

4122 Tabauna 25. O61mme peKoMeHIalUu 10 00pa3y KU3HHU.

4123 (amanrruporano u3 2014 ESC Guidelines on diagnosis and management of hypertrophic cardiomyopathy. )

O0acTb Pexomenmanmun

Harpysku [TarmenTam crnexyeT u30eraTh COPEBHOBATEIHHOTO CIIOPTA, HO IO BO3MOXKHOCTH
MO/IJICPKUBATH OOBIYHBIN 00pa3 )KU3HMU.

Huera [TauneHntam cnenyeT cTaparbes NOAAEPKUBATH HOPMAIbHBIA BEC TENa.

[Ipuem OonbiiOoro oO0bEMa THIMUM MOXET BBI3BaTh OOJIM B TPYIOHO KIETKE,
oco0eHHO y manuenToB ¢ ooctpyknueir BTJDK.

Iemecoobpa3Ho yacToe IpoOHOE MUTAHME.

3amop — 4acThlii MOOOYHBIN 3PdeKkT BepanamMwia** U nu3onupamMuaa, JOJDKHBI
KOHTPOJIMPOBATHCS AUETOH W/WIH CIa0UTENIbHBIMH CPEICTBAML.

IIpodeccus BonpmmacTBO 60mBHBIX 'KMII MOTYT mpomomkarh UX OOBIYHYIO NEATEITHHOCTD.
YpoBeHb  (Qu3mueckux ycwimid Ha paboTe  JOKEH  COOTBETCTBOBATH
KIMHUYECKOMY CTaTyCy HalueHTa.

Jnsi HEKOTOpBIX BHJOB JCATENbHOCTH (IMWJIOTHPOBAaHMWE, BOEHHAs CiIyX0a)
CYIIECTBYIOT CTPOTHE OTpaHHYCHUS TIPH ITpHeMe Ha paboTy.

OO0yuenue VYuuTensm u Apyromy NepcoHally CleAyeT AaBaTh PEKOMEHIALUHU U MUCbMEHHYIO
uHpopmanuio 06 ocobeHnoctsax aereit ¢ 'KMIL. B orcyrcTBum cuMnTomMoB U
(haktopoB pucka BCC metn MoryT y4acTBOBaTh B (DM3MUECKON aKTHBHOCTH OT
HEOOJIBIION 10 cCpelHeW CTENeHHM HWHTEHCHBHOCTH, B COOTBETCTBUH C
pEeKOMEHIAIUSAMH KapuoJora.

Kypenue Her mamnbix o cBsa3u Tabakokyperms u ['KMII, HO mamumeHTamM HeE0OXOIUMO
MPEJOCTaBUTh MH)OPMAIIHIO O PUCKAX JJIS 3I0POBbSI, CBSI3AHHBIX C KYpPEHHEM.

CexkcyanbHas VY nmanmeHToB JOJKHA OBITh BOBMOKHOCTh OOCYAMTH HHTEPECYIOIUE UX BOTPOCHI

AKTHBHOCTE CEKCyaJbHOW aKTHBHOCTH. [lalMeHTHI TOCIe YCTAaHOBJIEHHs JUarHo3a 4YacTo
UCTIBITHIBAIOT OECIIOKOMCTBO, JEMPECCUI0 U CTPaxX NepeaaTh 3a001eBaHNe JETAM.
HaHI/IeHTaM CJICOAYyEeT 3HATb (0} BIIMSAHHUN IMPUHUMACMBIX  JICKAPCTBCHHBIX
NPEenapaToB Ha MX CEKCYalbHYI0 aKTHBHOCTb.
[ManmenTam cnemyer wu30eraTh TNpueMa HHTHOUTOPOB  (ochoaudcTepassbl,
0coOeHHo mpu Haimmauu ooctpykiwu BTJIK.

Boxnenue BONBIIMHCTBO MAMEHTOB MOTYT IMOJYy4YaTh BOAMTENBCKHE MPaBa M INPOIOIDKATH

ABTOMOOIIIS BOJUTH MallIMHYy, €CJIM Y HUX HECT MHBAJIMIU3UPYIOIINUX CUMIITOMOB

Bakmunarms [Tpu oTCcyTCTBUMYM MPOTUBONOKA3aHUH PEKOMEH/IOBAaHA €XKErojHas BaKIMHALUS OT
TpUIIIIA.

.HeKapCTBeHHBIe Ha]_H/IeHTaM CJICOAYCT 3HATh O IPUHUMACMbIX UMHU JICKAPCTBCHHLBIX IIpIiaparax, ux

MpermapaTsr m000YHBIX d(PPeKTax U MEKICKAPCTBEHHOM B3aHMMOJCHCTBHU. [10 BO3MOKHOCTH

cienyer u3berath TpHeMa MepuepuyecKuX Ba3oqHIATATOPOB, OCOOCHHO IMpU
obctpykmu BTJIK.

CrpaxoBanue xu3Hu | luarno3 I'KMII moxeT mpuBecTH K 3aTpyAHEHUSM IPU CTPAXOBAHUM KU3HU.

ABuarniepeneTsl BonpmmHCTBO ~ OECCUMNITOMHBIX —~ TMAaLMEHTOB  MJIM C  HE3HAYMTEJILHOU
CUMITOMATHKOW MOTYT O€3011acHO COBEPIIATh aBUATIEPETIETHI.
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Pucynok 1.
IaToreneruueckue GpakTopbl, NPUBOAsIIINE K MHPAPKTY 2 THUIA Y NAIMEHTOB
¢ 'KMII
Mposouupyrowme
Bbasoeble YCNOBUA. . Sl
daKTopbI:
CreHos KA dakTopbl : ::x:;apnun
< 50% XPOHWYECKOM
LIET TR MLLEeMMUH * cpecc
PospacTo MHWOKapaa * narpyska
rpynne) oy n,{::"" + dakTops
- 6 CHUMEeHMA
omopbug-
HOCTb (INOCA) LE R
MMWOKapaa

T

UM 2 tTuna (MINOCA) /
OCTpOe NoBpeXXAaeHne MMoKapaa

PucyHok 2.

YupouieHHast Moeslb KJIMHUYECKHX BapuaHToB TeueHus ['KMII
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4141
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4144

4145
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h 4

a

MeHeTHYeckHin AcHMITOMHEA ACHMNTOMHIA
pedert —  AOTUNEPTPOMOUYECHAA == rMNEpTPOGHYECHaR CTAAMA
cTaamMA [+/- oBGcTpyruma BTMH)
+ CpegHe- + * *
MENYO0MK0BEA
P A CumnToMHaR Maneuskmii
runeptpoduueckan = JIH +Boipas.
CrabuneHoe cTaguAa TEE AL
o €< +/- obcrpyruma BT
| wxnaccusecknid Mmopdeo- v
PYHELHOHANEHEIH denoTHnE | é
BCC
¢ >
+ PN + HWEemMMHA, T
CTEHOHAPAMA, l
¢ MM 2 TMna - o
HeBnaronpuATHDE
MHcy LT + h 4 pEMOAENHPOBAHNE
T
XCH lI-IV cT. <
[amnataumouHan
AnuKansHan 3 OBaw=50% = OBmu<50% cragms)
HespuIma A kypabensHan [ pedparTepHan

Pucynok 3.
/IMarHoCTUKAa y pOACTBEHHUKOB NPO0aH/a, HOCUTeIeil MyTalluii B

noruneprpopuveckoii cragum (reHoTun+/(peHoTHI-)

(Anammuposano u3 Efthimiadis GK et. al. //Hypertrophic cardiomyopathy in 2013: Current speculations and future
perspectives).

ITHONATOreHes MeToasl AHarHoCcTHEY § HaxoauH
MyTauMa B reqe,
HOAWMPYHILLEM = - } MeHeTHYECcKHiA aHanus
capRoMEpHBIM Benow
n
¢ -a. IXOKT/MPT:
Nedext capromepHoro aHomanuu MHE W nanuanapHbx
Genwa E MBI, KPWOTbI MUOKapAA
‘L E IXOMT:
= +J- CHOpPOCTHBIE NMOKA3ZATENHW NMPH
& THAHEBOW Aonnaeporpadem
Hapyweunwne o ~d
cokparumocta HMLL E‘ / J- aedopmaymna muorapaa
- &
cC
Disarray - E } HameHenna Ha IHD
dubpos % MPT: m.B. 3oum NYCT
B
Mneptpodma
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4148
4149

4150
4151

4152

4153

4154
4155
4156
4157

PucyHnox 4.
Cxema nuddepenunanbuoro auarnoda I'KMII u 0a3anbHOM cenTaabHOM
TUNEPTPOGUH (ananruposano u3 Canepa M. et.al. .)

S-ofpasvan NN
TonwuHa nepeaHe-GasansHoro cermendta MM > 12 mm
OtHoweHWe TNIHKIM(GasanbHbid cermedT) / TMHM|(cpeanui cermenTt) > 1.5

v

HET CemedHbld adamues THMN/BCC
HET HNMHWYEeCkas CHMNTOMATHES
HET O6cTpyruma BT, NCO MK

HEeT TN > 1.5 ; T13CNH > 1.1

v

basansHoM MMM

wmEIEIEES

¥

«BbINnyKnocTe»

HeonpegenevHo rHM n

)

!

HET NYCr nps MPT

HET MpHUAHHAA MYTALMA NPK

NEHETHYECKOM TECTHPOBIHHWH

HET wdisarray® apaWomuolUTos npu GuoncuM muokapaa

EBE>

Cnoprcmed, [T, TonwmHa cTeHKM JTH > 13 mm

rKmMn

CnoptusHasa [T

CemeilHblid asamues THMI

Hedcemid non

K natrepuel FTHMN

AXOKT, MPT: KOP NH<45 mm;
acHmmeTpuudan [NH; OTC =0,5; wawe
npasdno y cnoptecmedos Wet MCO MK;
Anactonvyeckan d; ecTe 304w MYCT
(He B HauanbHbIN dazax);
Crpecc-tectel: VO, mawc. < 50
mMASEr/MEH WA < 120% oMUAaEMOM;
m.G. HHP; m.6. J-Afl wnK HemoCT.
NPUPOCT Ha NHEE HAFPY3HK

HeT ymeHblLeHHA TONWKHHBl CTEHOR
NH yepes HeCKOALKD MECALSE noche
NpexpauleHHa Harpysed

* HeT cemelHoro aHamuesa FHMIM

= NI BONbTAMMHBIE NpHIHaKkM TIH

*  JXOHKI »u MPT: KAP MH>45 (55) mm;
acHumMmmeTpHynan TIH; OTC < 0,5;
vet NCA MK; cynpavopmanedana b
M (yeenvueHHEe CHOPOCTH PaHHErD
HanonHeHuwa NH); s' > 10cm/c;
HeT 3oH NYCT;

=  Crpecc-tectel: VO; mawc. > 50
mnfer/muH wnn > 120%
oM UaaEMOH; HeT HHP;
HOpManeHaa peaduMa AJl

= YMEHbIWEHHE TONWMWHEI CTEHOK JIH
Yyepes HEeCHONBKO MECALEB nocne
NpexpauLeHHA Harpysed

IIpoexr

Pucynok 5. Iudgdepenuunanbuas guarioctuka I'KMII u cniopruBnoii I'VIK .
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4158 PucyHok 6. AjropurMm nepBu4HOM W BTOpH4HOH npodunakrukum BCC y

4159  00abHBIX I'KMII. (agantuposano n3 2014 ESC Guidelines on Diagnosis and Management of
4160 Hypertrophic Cardiomyopathy. )

4161
nEpBH'-'IHEH ﬂpﬂd}HﬂEI{THI{E BTDPH‘-IHEH I'Ide}HJIEH‘I’HI{E
AHamHez, 3XOKI, CM3KIr J’
* *  (OcTawoBHa cepgua

MepemeHHele no wkane «HCM Risk-SCD»: senegcTene HT wnwm O

* Bo3pact +  MakcHmansHana -

*  CEMEHHBIA GHEMHES TOAWMHE MUoKapaa JTH LTI TR

BCC *  HeycToHuWsan T npu T, npuBoAawan K
*  HeofbAcHAMBIE VKT obmoporam w
oGMOpOEH *  Nuametp 0 TEMOAWHIMHYECHHM
* [0 BB HapyLWEHAM
Bann no wkane «HCM Risk-SCD» ’l’
Hu3euH M poMEXRYTOUH B A BbICcOKMA T
5-NETHHHA PHCH 5-NETHHH pHCH 5-NETHHHA PHCH L
< 4% 4 6% > 6% WM3HKM > 1 roaa
WKL oberHo HEL momet Gems MK gomsen Bems T
HEe nokazaH pPEROMEHIOEIH pPEKOMEHLOERH

4162
4163
4164

4165 PuCyHOK 7. AJITOPUTM TAKTHUKH BeJeHUSA ACUHMITOMHBIX nauueHToB ¢ 'KMII

4166
AcMMNTOMHaA AcMMNTOMHAA
Aoruneprpodm- runepTpoduueckan cragua
YyecKas ctagwus rKMN
Het o6cTpyKyMmn + obcTpyKkumna UK
BTNH BTNH no NoEa3aHHAM
(cm. paspen
l tnpoduUnarTHEa
Y BCCH
OnutensHoe
HabnwpeHue Hesasopgunatupyrowme 6eta-Ab
(npw npoTweonokasanwnax - BEPAMaMKM.N)
v v v
ExerogHo
4167 CrpatndmKauma pucka BCC
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4169  PucyHOK 8. YHpouieHHbIH aJrOpUTM AHATHOCTHKU U MOAXOJ0B K JICYEHHIO

4170 MANMEHTOB ¢ 00cTpyKuMei Ha ypoBHe BTJIK.

SXOKT (r0 e BTNX)
MaHCHMANEHBIF CNPOBILMPOBIHHEIM [ MarcHManeHBIH CNPoEILMPOBaHHEIH [
[npota BankcansBbl nexa, cToA) [mpoBa BankcanbBwl newa, cToA)
= 50 MM pT.CT. < 50 (30) mm pT.CT.
v £
® | CHMNTOMaTHES (+) | | CumnTomatuea (-) |
apMaHoTepanua
oberpyrkuymm BT/ ,e_______i _____ 4 n l
Ecnm saicokan
7 v l
Mpogonseumne [ s BTN = 50 mm pr.cT.
TEepanHH | [0 e BTH
[ & BT/ 30-50 mm prct. | | < 30 MM pr.cT.
Pegyruyma MMM 4' h 4
4171 (CM3/PM3; CAA) 3XOKI 1pazerog

4172

4173 PucyHok 9. Anroputm ¢papmakorepanuu odocrpykrusHoit 'KMII.

dapmaxkorepanma obcTpyKTMBHOM TKMI
(fO e BTN 250 mm pr.ct.)

| OTMEHHTE NPenapaThl ¢ E330QWAATHRYIOWAM eHCTEHENM |
MNpoTHECONOKAZAHMA K
1 MpoTvECcnokazaHWA K Geta-Ab 5 TErre—r—
Hesazoawuna- @ * 3 *
THRYIOWHE Bepanamun Ounthasem
bera-Ab {I; '
} HeET ynyuuse s CHsnT osaT ke, H3onupamKg
[0 & BTN = 50 s pr.cT.

A A 4 v l

Ynyausermee cusanmossmiess, [ s BTIH < 50 swa pror. HET ynyube ssn CHsnT oMaTHEN,
[ s BTNH = 50 swa prcT.

¥ v

MpogonseHne TeEpandH Peayewna NN

4174
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4175

4176

4177

4178

4179
4180

4181
4182

Pucynok 10. Anropurm BpadyeOHoi TakTuku jJedyeHuss XCH npu 'KMIL

XCH 1I-IV ®K (NYHA)

Ob6cTpykuma BTH 2 50 mm pr.cr.
B NOKOE WAK NPH HArPYsSHe

v

Nevenne obcTpyELMK

FAe BTN < S0mm pr.cT.
B NOKOE HAW NPH Harpyske

BT
?7 +0n
B > 50% GBax < 50% $
'b 'l' HouTponk
beta-Ab beta-Ab pHTME
Bepanamun wnu guntHasem MAMND, aPMK H 4aCTOTh
Manele A0Skl NETAEBLIN W Maneie A03bl NETNEBLIN W + @HTH-
THAZMAHLIN OHYPETHOE THaZagHLIX OWUYPETHOE ROarynAHTbI

v

TpaucnnauTaunA cepaua

IIpoexr

Pucynok 11. Asiroputm Bpa4yeOHOM TAKTUKH MPH CUHKONAJIbHBIX COCTOSHUSX

(npe)cuHkonanbHble coctoauua npu FTKKMI

| War 1 ||

MogpobHbid aHamHeS + gpyrve dakTopbl pucka BCC

bBonee sepoATHO —
APHTMHYECHHE NMPHYHHBI

bBonee BepoATHO -
remogHHaMHYEcHE NPHYHHBI

IKM-moHUTOpHpOBaHKeE
(24/48 CM3IKT; Hapy#HbIA NETNEBOM PETUCTPATOD; PETHCTPATOP COBBITHM;

HMMAGHTHPYEMBIA NETNEE0H PETMCTRATOR)

HYKT c::r;h ABB Il cT.
yeTHT CBT ! ccey
oy
ANTOPUTIY
Lllar 3 [~ Hﬂ nexaHHA B 3KC

| | HeT susueyrposaowms HHP

CM3/CAA npH NOBTOPHLR O Mo POk

- Harpyssa
-MIAeBTRK | MANS/ER
HHT ATk,
- Ba3OAMNATAUMA | .
- OUH - DEe
- fpeapen
Bazo-earantHbiH
ofmopox
h 4
-  Koppekuwsa fapmakoTepanie

npH HarpysEe | [ = 50 mam pr.cT.

135



4183

4184
4185
4186

4187

4188

4189
4190

PucyHok 12. Anropur™M npeaonepanuoHHON JMarHOCTUKH IS BbIOOpa

JAOIMOJHUTENbHBIX BMemaTeabcTB Ha MK npu CMD/PMD.
(amanruposano u3 Halpern DG, Swistel DG, Po JR, et al. Echocardiography before and after resect-plicate-release
surgical myectomy for obstructive hypertrophic cardiomyopathy. J Am Soc Echocardiogr. 2015 )

KM, pedpakTepHan K papmaKoTepanmm
+ makc. nposoumpyemsbiid [ s BT/THK =2 50 mm pr.cT.

v

+ aHomanuy MK, e
obfycnosneddse TKMI,
HaNbUMQHMEILLMA CTEOPOE

v

MNporezupoeanse MHE

h 4

v

+ aHomanyu Mt

v

PacluMpeHHan MUOIKTOMUA
+ EMEWEATENLCTED Ha MW

TonwmuHa MAT = 18 mm

TonwmuHa MAT = 18 mm

ToawmHa M =18 mm

MHOIHTOMMA + NAMEAL WA
MNCMK + woccedene
AONOAHWTEABH B

CTPYHETYP NaNHARAPHEIX
MEBILLILL

LONOAHMTAEH B CTRYRTYD

MHOIETOMMA + MAKMEALHA
MCMK + MccedyeHMe

NanHAnAPHEBDE MBILLILL

MCME > 30 mm (= 17 mmfna®) || NCME > 30 fam (> 17 mm/m®) MCMHK = 30 mm
MP =2 cT. MP = 2 cT. = 17 mm/m?)
Mewee arpeccHBHan Pacumpenian

PacwMpeHHaA MHOIETOMMA
+ MCCEUEHME QONOAHMTABHEIN
CTPYETYD NANKWANAPHEIN MbILLILL

+/- nnMeawma NCMKE

Pucynok 13. Anropur™m npeaonepanuoHHON AMATHOCTHKHU JIA BbIOOpa

JAOIOJIHUTENbHBIX BMemaTeabcTB Ha MK npu CMJ/PMD.

IIpoexr
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4191

4192
4193
4194

4195

!

f— <40 net = Gl neT

Boapact

Bncrasian  OONYTCTHYIALAN SKCTPAKADGHANGHAN  METONGmN
[BLicoRME  DEpypIHSE ORHR - POK)

Heobxo,mpasocTh. CONYTCTHYHAEND GNEPaTHBHON BAMEILLETE NLCTHY
- (KU, onepauss Ha M)

+ manepTpodem B ope g sacme A 4 opegee-senygoukosam
e ofcTpysupe | He b0 st Th. PETLLIMPE HNGOH SROSKT AN |

Tonugesa KN 2 30 sasa

CM3
PM3

t 211

Hoxoguoe Gnowagh mo

[T 0 T
{peeck. ABE 1l 7.}

| EJHAr

AHATOMMN CENTANGHLIE BETHEH KOPOHAPHBIE APTEPHH MOE00EHET NN
CAA | BoSMOHHOITE HESHTHSHLHPOEITE CENTANLHYID BETEL,

INTHT PN BH O 08 INT AN BN KOHTaKTa)

AHOSANHME NANKNANPHEE SILILUL, PCTHVILIE B OO0 0IHMN

T A

ofcTpysMKH, SONONHHTENBHERE DOpEh

BepesennocTs + nosxsans K pegysupee MEN

v v

BIHIT ey,

MNosasansn K oepyprese ososty  nesemno P11
[cpyprrsecrN, naEE D, KPXOBOEaE BT EE |

CAA

cHafmaouwye womsHTENEHs faanwnyse sacme MEN B -u-ﬁnach+

Pucynok 14. Ajaropurm BpaueOHO TAKTHUKH B 3ABUCHUMOCTH OT CTaANHU
I'KMII » BapuaHTa KIMHUYECKOI'0 TEYCHUS.

AcHMNTOMHEA CTpatduraliua pucka Buicokmi 3
AoranepTpodHueckan BCC —> prck BCC UKL
CTaAMA A A A |
Habnwgenne CratuneHoe
> AoGporaYecTEEHHOE TEUEHHE
R s } Ha dode dapmaroTepaniH
rHNepTpodHYEcKan T
CcTagMA
KCH IV ¢T.
DB > 50% Neyenue
+On € CumnromHas Ly | | 6o eiun [ o6cTpyKumm BITIK
runeprpoduyecKan BT/ Peayrumua M
¢ cTagua w (CWI3/PMI3, CAA)
Mo anropaTmy + KCH -1V e7.; @B < 50%
neveHua O + CHHADOM CTENO- HeT obcTpyrummu BT
+ gunatauma T w/unm pectprenma
HAPOMH M MK
. HLLIEMHA MHOKapaa |—>| Tepanua XCH |
0 AROPNTAY BRIABNEHHAA
ﬂnammnuu;cn — HHCTPYMEHTANBHBIMM }| PeCHHXPOHHIMPYIOLEA TERINHA |
neyedua
METOAIMM ﬁ-i TpaHCNAGHTALLHMA CEpALLE |

IIpoexr
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