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TepMUHBI U onIpeaeIeHUus

I'uneprpopuueckass xkapauomuonarusa (I'KMII) — npeumyliecTBEHHO TI'€HETHYECKHU
o0yciioBlIeHHOE 3a00JIeBaHNE MUOKap/a, XapakTepusymoleecs runeprpodueil Muokapaa JeBoro
(6onee 1,5 cm), yale acUMMETPUYHOIO XapakTepa 3a CUET YTOJILICHUS MEXOKENyI0uKOBOM
NIEPETOPOAKHU, YTO HE MOXKET OOBSICHATHCSI UCKIIIOUUTENBHO MOBBIILIEHUEM HAarpy3Ku JaBICHUEM,

¥ BO3HUKAIOIIEE MMPU OTCYTCTBUU APYroro CUCTEMHOT0 3a0oseBanus csizanHoro ¢ [JTDK

O6cTpykTuBHasi runeprpoduyeckasi kapauomuonarusi (OI'KMII) — dopma I'KMII,
COINPOBOXK/IAIOIIASCA HAPYLIEHUEM BHYTPUCEPAECUHONM TIE€MOAMHAMHUKU B BUJAE NPENATCTBUS
cucronuueckomy wu3rHanuto u3 JDK w/mmm mpaBoro xemymouka (IDK), yto mnpuBomuT k
yBenuueHuto rpaguenta nasineHus (I7]) B BeixogHom Tpakte sieBoro w/mimu DK sxemynouka

(BTJIXK; BTIDK).

17K BTOPHUYHOI'O I'CHE3a — YHHBCPCAJIbHAsA KOMIICHCATOPHO- HpI/ICHOCO6I/ITeHLHaﬂ p€aKnuus B

OTBET Ha U3BECTHBIN reMOAMHAMUYECKUIA UITH IPYToil pakTop.

Joruneprpopuyeckass cragusa I'KMII — »stan B pa3Butuu 3a0o0jeBaHUs, NPU KOTOPOM
OTCYTCTBYIOT IPU3HAKU TUIEPTPOPUU MUOKAP/IA, OTIPEIENIIEMBIE C TOMOILBIO BU3YAIU3UPYIOIINX

MCTOJHUK.

CyOxknununyeckass craaus ['KMII — osran B pa3BuTum 3a0osieBaHMs, NPU KOTOPOM HET

KIIMHUYECKON CUMIITOMATUKH, XapakTepHoil [uist ' KMIL.

I'enotun (+)/ penorun (-)— HOCUTETU MATOIOTHYECKON MyTaIuH, accouunpoBanHoii ¢ 'KMII,

JTOTUTIEPTPOPUIECKON U CYOKIIMHUYECKON CTaIUSIMU.

Bo3pacT3aBucuMasi IEeHETPAHTHOCTh — YBEJIMYEHHE YAaCTOThI BBISBICHHS (DEHOTHUIHMUYECKHUX
npusHakoB ['KMII, onpenensempix ¢ momomibto pyruHHBIX MeTonoB (DKI, DXOKI'), cpeau

HOCHUTEJIEeH IaTOr€HHBIX TeHETUISCKUX BAPHUAHTOB 110 MCPE MMOBBINICHUS BO3pacCTa.

Bue3zannas cepaeunasi cmeptb (BCC) — HeHacuibCcTBeHHAs, 00yCIIOBIEHHAs 3a00JICBaHUSIMU
cepala cMepTh, MaHU(DECTUPYIOIAs BHE3AMMHOW MOTEPEH CO3HAHMS B TEUEHHE MEPBOTO Yaca C

MOMCHTA MOABJICHHUA OCTPBIX CUMIITOMOB.

Crparudukanus pucka BCC — onpeneneHne HE3aBUCUMBIX MPEIUKTOPOB, OMPEIESISTIONTAX
BepositHOoCTh pucka BCC. IlIkana pucka BCC npu I'KMII (HCM Risk— SCD) pexomenayercs B

KauecTBe MeToja orieHku pucka BCC.
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Ilepenne-cucronuyeckoe ABMKEHHE CTBOPOK MUTPAJIBHOIO KJIANAHA — JBUXEHUE CTBOPOK
MK B cucrony k MXKII BruioTs 10 kacaHusi (MUTpaJIbHO- CENTAIbHBIA KOHTAKT), y4aCTBYIOIIEE B
cozmannu ooctpykuun BTJDK. Anrmos3sranbiii Tepmun — systolic anterior motion syndrome

(SAM-syndrome).

Bba3zaabnas o6cTpykumsa (ob6ctpykumsa B BTJIZK) — mnpensrcrBue Ha ypoBHe BTJDK

cucroinnyeckomy uarnanuto u3 JDK.

CpenHexesy104KoBasi 00CTPYKIMSA — IPEMSTCTBUE CUCTOIMYECKOMY KPOBOTOKY B CpeAHEU

yactu nojoctu JUK, Ha ypoBHe cpeauHHbIX cermeHToB JIK.

«Kaaccuuecknii penorum» I'KMII — mopdhodynknmonansaeiii penorun ['KMII, npu koropom
coueratorcs acummerpuuaHas [JOK (runeprpodus MXKII), ymenbmennstii pasmep nonocta JOK u

obctpykuus BTIDK.

JlatenTHast 00cTpyKUUsI — TemMoanHamMuueckas popma odcrpykruBHOi ['KMII, mpu xotopoii
IPENATCTBHE CUCTOIMYECKOMY M3rHaHWio M3 JDK  BO3ZHMKAaeT TOJIBKO NpU HArpyske WM

IIPOBOKAI[MOHHBIX ITpOOax.

HeraruBnoe pemoaenupoBanue (anri. adverse remodeling) — ¢uHanbHast cTanus alanTHBHBIX
W JEe33JalTUBHBIX M3MEHEHHH B mopaxeHHOM oprase. Ilpm stom k ocHoBHOMY ['KMII-
(beHOoTHITY TPUCOeTUHACTCS JONOTHUTENbHBIN (PEHOTHI — JUJIATALlMOHHBIA WM PeCTPUKTUBHBIH,
o0o3HayaeMble Kak «aunaranuonHas ¢aza ['KMID»y (il KMII) unu «'’KMII ¢ pecTpukTUBHBIM

¢denorunom» (pI'KMII) cooTBeTCTBEHHO.

Pexyxkuusas MIKII — xupyprudeckoe (CMD) unu supoBackyispHoe (DCA) Bo3zzaeiicTBue 1O

yMeHbleHuto ToamuHabl MOKII.

CexBennpoBanne HoBOro moxojienusi - (NGS, maccoBoe mnapajuleIbHOE CEKBEHHPOBAHUE)

TEXHOJIOTHSI BBICOKOTOYHOT'O OJJHOBPEMEHHOTO OIPENENIEHUS MOCIEA0BATEIbHOCTH
CenrajbHasi MUOIKTOMMS — OTEpaIlus Pe3eKIIMN MUOKapaa B 6azanbHbx cermenTax MIKII.

YpoBenb 0cToBepHOCTH AoKa3areJbeTB (YIJI) — creneHb yBEpEHHOCTH B TOM, YTO

HaﬁJIGHHBII\/'I 3(1)(1)CKT OT IPUMCHCHHA MECANIIMHCKOTO BMCIIATCIILCTBA ABJISACTCA HCTUHHBIM.

YpoBenb yoenurebHOCTH pekoMenaaumnii (YYP) — crenenb yBEepeHHOCTH B JOCTOBEPHOCTHU
s dekTa BMEmaTenbCTBa U B TOM, YTO CJIEIOBaHHE PEKOMEHIAIUSIM MPUHECET OOIbIIE MOJb3HI,

YeM Bpea B KOHKPETHOW CUTYallHUH.

deHomMeH «disarray» — 6CCHOp}II[O‘-IH06 PaCOJIOKCHUC KapAUOMUOIIMTOB W MBIHICYHBIX

BOJIOKOH.
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I'enorun-no3utuBubiii (G+) mammedt ¢ I'KMII — 3TO mamuwieHT, y KOTOpOro B Te€Hax,
orBercTBeHHBIX 32 [ KMII, BhIsiBIICH XOTs ObI OMH (WK 00JIe€) TEHETUICCKUIN BapUaHT BBICOKUX
kyaccoB naroreHHoctu: V (Ilartorennstit) win IV (BepossTHO matoreHHslit), COMNIACHO KPUTEPUAM

MaTOreHHOCTH, pa3padoTanHeix POMI™ n/unmu ACMG.

I'enorun-neraruBHblii (G-) nanment ¢ F’KMII — 3T0 nmanueHTt, y KOTOPOro y KOTOpOro B FeHax,
orBeTcTBeHHBIX 32 ['KMII, He ObLIO BBISIBIEHO HU OJHOTO I'€HETUYECKOTO BapUaHTa BBICOKUX
kiaccoB natoreHHocTH: V (Ilarorennsrit) nnu IV (BeposTHO maroreHHbli), COMIACHO KPUTEPHUSIM

NaToreHHOCTH, pa3padoTanubix POMI™ n/umn ACMG



179

180

181
182
183

184
185
186
187
188

189
190

191

192
193
194
195

196
197

198
199
200

201
202
203
204
205

206

207
208

209
210

1. Kparkast uHdopmanus 1o 3a00J1eBAHNI0 UM COCTOSIHUIO (Tpymie

3a200/1eBaHMI UJIM COCTOSTHHIN)

1.1 Onpenesienne 3a001eBaHUSI HJIN COCTOSIHUS (TPYNIbI 3200/1€BaHUH M/ COCTOSTHUI)

I'uneprpoduueckass kapauomuonaruss (I'KMII) — mnpeumymiecTBeHHO TCHETUYECKHU
00ycII0BJIEHHOE 3a00JIeBaHNE MUOKAap/a, XapaKTepu3syrolieecs: runeprpodueil Muokapaa JeBoro
(6onee 1,5 cMm) w/mnm mpaBoro Xeoynouyka, yalle acMMMETPUUYECKOIO XapakTepa 3a CueT
YTOJIIIEHUS. MEXOKEITYA0YKOBOM IE€PErOpOiKH, YTO HE MOXET OOBSACHATHCA HCKIIOYUTEIIBHO
MOBBIILICHUEM HArpy3Kd JaBJICHHMEM W BO3HUKAIOLIEE NPU OTCYTCTBHUU JPYroro CHCTEMHOIO

3a0oieBanus cegzanuoro ¢ [JDK.

1.2 OTnojiorust ¥ MaToreHe3 3a00JIeBaHUS WM COCTOSIHHUS (prﬂﬂbl 3a00/1eBaHUH WJIH

COCTOSIHUIA)
Otnojgorug 'KMII

I'KMII sBnsiercs 3a001€BaHUEM C BBIPAXKEHHOM aHATOMHUYECKOM, KIMHUYECKON U TeHEeTU4ECKOI
rereporeHHOCThIO. Yarme Bcero 3aboiieBaHuEe Pa3BUBACTCS B pe3y/bTaTe W3MEHEHUH B T'CHAX,
KOJUPYIOIINX CAPKOMEPHBIE OTIKU MUOKAP/A [Liew A. C. et al. Hypertrophic Cardiomyopathy-Past, Present

and Future // J Clin Med. 2017. Vol.6.Ne12. P.118].

Oxono 60% mNalMEeHTOB HMMEIOT OTATOIIEHHYI0 CEMEWHYI0 HCTOPUI0 — XOTS OBl OJHOTO
POJICTBEHHHMKA C JIMAarHOCTHPOBAHHOW Kapauomuonarueil, a okono 40% SBISAIOTCS MEPBBHIMU

OOJILHBIMU B CeMbe [ Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with
hypertrophic cardio- myopathy. executive summary: a report of the American College of Cardiology/American Heart

Association Joint Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.]

B cemeitnbix ciydasx y 70-75% mnpoOaHIOB B POMOCIOBHOM MHPOCIIEKHBAETCS ayTOCOMHO-
JIOMUHAHTHBIM THUII HACJIEJOBaHUSA, Ha JOJII0 ayTOCOMHO-PELECCUBHBIX U CLEIJICHHBIM C II0JIOM
dbopm npuxoauTcst okoio 15% cnyudaes [Elliott P. et al. 2014 ESC guidelines on diagnosis and management

of hypertrophic cardiomyopathy: The task force for the diagnosis and management of hypertrophic cardiomyopathy
of the European Society of Cardiology (ESC) // Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779].

['epmuHanbHBIE MyTalMH de novo ObUTH onrcanbl y 7-9% naruentoB ¢ [ KMII [Vadgama N. et al. De

novo and inherited variants in coding and regulatory regions in genetic cardiomyopathies // Genomics 2022.

Vol.16.Nel. P.55.

Parrott A. et al. Investigation of de novo variation in pediatric cardiomyopathy // Am J Med Genet C Semin Med
Genet. 2020. Vol.184. Nel. P.116-123].
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['unepTpodudeckas kapauoMUONaTHs MOKET MaHU(ecTHpoBaTh B JH0O0M Bo3pacte. CpenHuit

BO3pacT MaHudecTanuu 3a00eBaHUs y B3POCIBIX cocTaBisieT okono 40 net [Maron B. J. et al.
Hypertrophic Cardiomyopathy: Present and Future, With Translation Into Contemporary Cardiovascular Medicine
// Am Coll Cardiol. 2014. Vol. 64. Nel. P.83-99].

I[e6I-OT 3a00JIEBaHHA B JETCKOM U IMOAPOCTKOBOM BO3pPaCTEC, a4 TAKKEC Y MOJIOABIX B3POCIIBIX 4aCTO

ACCOLIMMPOBAH ¢ CeMeiHON (hopMoii 3a00sieBaHus U 00Jiee TAKeJIbIM TedeHHEM

[LLInaxmo E.B. u op. Ilepsuunvie kapouomuonamuu, cospemennoe npedcmasienue // Tepanesmuueckui apxus. 2005.

T.77.No 12. C. 77-83.

Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force

on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Kelly M A. et al. Adaptation and validation of the ACMG/AMP variant classification framework for MYH7-associated
inherited cardiomyopathies: Recommendations by ClinGen’s Inherited Cardiomyopathy Expert Panel // Genet. Med.
2018. Vol. 20, No 3. P. 351-359.

Maron B.J. et al. Moving Beyond the Sarcomere to Explain Heterogeneity in Hypertrophic Cardiomyopathy: JACC
Review Topic of the Week // J. Am. Coll. Cardiol. 2019. Vol. 73, No 15. P. 1978—1986.

Zhou N. et al. Whole-exome sequencing identifies rare compound heterozygous mutations in the MYBPC3 gene

associated with severe familial hypertrophic cardiomyopathy // Eur. J. Med. Genet. 2018. Vol. 61, No 8. P. 434— 441.

Lopes L.R. et al. Use of high-throughput targeted exome-sequencing to screen for copy number variation in

hypertrophic cardiomyopathy // Eur. J. Med. Genet. 2015. Vol. 58, No 11. P. 611-616].

Bonbmias 4acTe M3BECTHBIX MYyTAallMil JTOKAJIW30BaHA B TE€HAX, KOTUPYIOIIMX OENKH TOJICTHIX
(MYH7, MyBPC3) u toukux (TPM1, TNNT2, TNNI3, MYL2, MYL3, ACTCI) muoduiaMeHTOB

capkomepa

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force

for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint

Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Liew A. C. et al. Hypertrophic Cardiomyopathy-Past, Present and Future // J Clin Med. 2017. Vol.6.Ne12. P.118].
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K nacrosimmemy Bpemenu onucanbl 6osee 40 reHOB, KOTUPYIOMUX Kak capkomepusie (17N, MYHG,
ACNT2, TNNCI u 1.1.), Tak 1 HecapkomepHbie Oenku muokapaa (CSRP3, FHLI, PLN, FLNC u
T.J.), B KOTOPBIX OBLIM BBISBICHBI PEAKHE T'€HETHUYECKHUE BApPUAHTHI, IPEIIOTOKUTEIHEHO

accouunpoBansl ¢ 'KMII

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force

for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint

Commiittee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.
Liew A. C. et al. Hypertrophic Cardiomyopathy-Past, Present and Future // J Clin Med. 2017. Vol.6.Ne12. P.118].

[Touck MyTanuii B 8 reHax ¢ JOKa3aHHOM MaToreHeTnyeckoi possto B pazButuu ' KMII no3Bonser

BBISIBUTH MyTaluu y 60-85% nepBUUHBIX ALMEHTOB, B 3aBUCUMOCTH OT IPYIIIbl OOIbHBIX

[LLInaxmo E.B. u op. Ilepsuunvie kapouomuonamuu, cospementoe npedcmaenenue // Tepanesmuueckuti apxus. 2005.

T.77.No 12. C. 77-83.

Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force

on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Kelly M.A. et al. Adaptation and validation of the ACMG/AMP variant classification framework for MYH7-associated
inherited cardiomyopathies: Recommendations by ClinGen'’s Inherited Cardiomyopathy Expert Panel // Genet. Med.
2018. Vol. 20, No 3. P. 351-359.

Maron B.J. et al. Moving Beyond the Sarcomere to Explain Heterogeneity in Hypertrophic Cardiomyopathy: JACC
Review Topic of the Week // J. Am. Coll. Cardiol. 2019. Vol. 73, No 15. P. 1978—-1986.

Zhou N. et al. Whole-exome sequencing identifies rare compound heterozygous mutations in the MYBPC3 gene
associated with severe familial hypertrophic cardiomyopathy // Eur. J. Med. Genet. 2018. Vol. 61, No 8. P. 434— 441.

Lopes L.R. et al. Use of high-throughput targeted exome-sequencing to screen for copy number variation in

hypertrophic cardiomyopathy // Eur. J. Med. Genet. 2015. Vol. 58, No 11. P. 611-616.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary. a report of the American College of Cardiology/American Heart Association Joint

Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Liew A. C. et al. Hypertrophic Cardiomyopathy-Past, Present and Future // J Clin Med. 2017. Vol.6.Nel2. P.118].
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Ha nomnto marorenHbIx BapuanToB B reHax MYH7 v MYBPC3 npuxoauTcs OKOJIO IMOJOBHUHBI BCEX

TeHOTHUII-TIO3UTUBHBIX MTpobanaoB ¢ ['KMII.

Myrtanuu B reHax, Kogupyromux Toukue muodunamentsl (TPM1, TNNI3, TNNT2, ACTCI, MYL?2,
MYL3) 4acTo accouuupoBaHbl ¢ OONBIIUM pHCKOM pasputus cuHiapoma BCC Ha ¢one
ymepeHnHoro yenudeHust TommmHabl MXKIT u Gonee HU3KMMH TTOKa3aTelsiMd MacChl MHOKap/a

JDK.

[LLInaxmo E.B. u op. Ilepsuunvie kapouomuonamuu, cospementoe npedcmaenenue // Tepanesmuueckuii apxus. 2005.

T.77.No 12. C. 77-83.

Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force

on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Kelly M A. et al. Adaptation and validation of the ACMG/AMP variant classification framework for MYH7-associated
inherited cardiomyopathies: Recommendations by ClinGen’s Inherited Cardiomyopathy Expert Panel // Genet. Med.
2018. Vol. 20, No 3. P. 351-359.

Maron B.J. et al. Moving Beyond the Sarcomere to Explain Heterogeneity in Hypertrophic Cardiomyopathy: JACC
Review Topic of the Week // J. Am. Coll. Cardiol. 2019. Vol. 73, No 15. P. 1978—-1986.

Zhou N. et al. Whole-exome sequencing identifies rare compound heterozygous mutations in the MYBPC3 gene

associated with severe familial hypertrophic cardiomyopathy // Eur. J. Med. Genet. 2018. Vol. 61, No 8. P. 434— 441.

Lopes L.R. et al. Use of high-throughput targeted exome-sequencing to screen for copy number variation in

hypertrophic cardiomyopathy // Eur. J. Med. Genet. 2015. Vol. 58, No 11. P. 611-616.

Kostareva A. et al. Deletion in TNNI3 gene is associated with restrictive cardiomyopathy // Int. J. Cardiol. 2009. Vol.
131, No 3. P. 410-412.

Dypanvuyxk M.B., Hoeux I'A., Iyokoea A.A. Ocobennocmu meueHuss KapOUOMUONAMUN C PeCIMPUKINUGHBIM
Genomunom, 00YCIOBIEHHLIX MyMAayusiMu 2eH08 cepoeuno20 mpononuna I u OecmuHa, u ancopummsl Ux

ouaenocmuxu // [leduampuueckas papmaxonoeus. 2011. T. 8. No 4. C. 112—-116.

Ho C.Y. et al. The burden of early phenotypes and the influence of wall thickness in hypertrophic cardiomyopathy
mutation carriers: Findings from the HCMNet study // JAMA Cardiol. 2017. Vol. 2, No 4. P. 419—428.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-

myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint

Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Liew A. C. et al. Hypertrophic Cardiomyopathy-Past, Present and Future // J Clin Med. 2017. Vol.6.Nel2. P.118].
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Tsaturyan A. K. et al. De Novo Asp219Val Mutation in Cardiac Tropomyosin Associated with Hypertrophic
Cardiomyopathy // International journal of molecular sciences. 2022. Vol.24.Ne. P.118].

B GonpmmHCTBE CiTydaeB MaToreHHbIe BapuaHThl, accouunpoBaHHbie ¢ ['KMII, npexacraBustor
cO0Ol yHUKaJbHbIE 3aMEHbI, OIMCAHHbIE OJHOKPAaTHO WM BCEro [yl HECKOJIBKHX CIy4aes;

YacTOTa KAXKJ0M Takou 3ameHsbl cpean Bcex reHetndyeckux npuund 'KMII e npesbimaer 1%

[Alfares A.A. et al. Results of clinical genetic testing of 2,912 probands with hypertrophic cardiomyopathy: Expanded
panels offer limited additional sensitivity // Genet. Med. 2015. Vol. 17, No 11. P. 880—888.

Ansari-Lari M A., Ali S.Z. Fine-Needle Aspiration of Abdominal Fat Pad for Amyloid Detection: A Clinically Useful
Test? // Diagn. Cytopathol. 2004. Vol. 30, No 3. P. 178—181.

Canepa M. et al. Comparison of clinical presentation, left ventricular morphology, hemodynamics, and exercise

tolerance in obese versus nonobese patients with hypertrophic cardiomyopathy // Am. J. Cardiol. 2013. Vol. 112, No
8. P 1182-1189].

VY gactu manueHToB (5—7% npoOaHa0B) 3a00ICBAaHIE MOXKET Pa3BUBATHCS HA (JOHE HOCUTEIHLCTBA
HECKOJBbKUX (2, 3) MaroreHHbIX W BEPOATHO-IIATOI€HHBI3 BapUaHTOB. YacTo BCTPEYAIOTCS
KOMOMHAIIMK MyTallMii B TeHaX, KOJUPYIOIIUX capKOMepHbIe Oenku. B aTom ciryuae 3a0oneBanue
XapakTepusyeTcst 0oyiee paHHUM JAe0IOTOM (YacTo B JETCKOM BO3pacTe), OOJbIICH CTENeHBIO

runeprpoduu MIKII u Gonee BEICOKUM puUCKOM pa3BuTHs cuaapoma BCC

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:

Executive summary: A report of the American College of cardiology foundation/American heart association task force

on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hodatsu A. et al. Compound heterozygosity deteriorates phenotypes of hypertrophic cardiomyopathy with founder
MYBPC3 mutation: Evidence from patients and zebrafish models // Am. J. Physiol. - Hear. Circ. Physiol. 2014. Vol.
307, No 11. P. H1594-H1604.

Charron P. et al. Genetic counselling and testing in cardiomyopathies: A position statement of the European Society
of Cardiology Working Group on Myocardial and Pericardial Diseases // Eur. Heart J. 2010. Vol. 31, No 22. P. 2715—
2728.

Finocchiaro G. et al. Impact of demographic features, lifestyle, and comorbidities on the clinical expression of

hypertrophic cardiomyopathy // J. Am. Heart Assoc. 2017. Vol. 6, No 12. P. e007161.

Blagova, O. et al. Mixed Hypertrophic and Dilated Phenotype of Cardiomyopathy in a Patient With Homozygous In-
Frame Deletion in the MyBPC3 Gene Treated as Myocarditis for a Long Time // Frontiers in Pharmacology. 2020.

Vol.11, Ne 579450].
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Mouekyaspubiid marorene3 I'KMII u cunapomubix popm runeprpodpuu JIK

[TpuuuHoi runeprpoduyeckoil KapAUOMHUONIATHN HAUOOJIee YacTO SABJSIOTCA MYyTallUM B I'eHAX,

KOAWPYIOUIUX COKPATUTCIIBHBIC Oenku MHUOKapaa.

B ocnoBe monekyisspHoro narorenesa 'KMII, acconnnpoBaHHOM ¢ TaTOT€HHBIMYA BapUAHTaMU B
reHax, KOAMPYIOIIMX OeJKU capKoMepa, 4acTo JIEKHUT HapylIeHHE KaJlbLIMeBOIO IOMEoCTasa,
IOBBIIIEHUE YYBCTBUTEIBHOCTH MHO(DHUIAMEHTOB K HOHAM KajiblMg. OTO IPOSBISETCS B
YCUJICHHU CHJIBI COKPAILLEHHs CapKOMEpa B CHCTOJY, CHU)KEHUM CTEIIEHU €ro pacciabieHus B
JacToiy Ha (hOHE MOBBIICHHBIX MOTpeOHOCTEH KapaunomuonuTa B AT®, uro BiedeT HapylIeHue
BHYTPHKJIETOYHBIX CHUTHAJIBHBIX MPOLIECCOB U PEAKTUBALIMIO KOMIIEHCATOPHBIX SMOPHOHAIBHBIX

POrpaMM THNEPTPOPUIECKOTO poCcTa

[Burton D. et al. Two mutations in troponin I that cause hypertrophic cardiomyopathy have contrasting effects on

cardiac muscle contractility // Biochem. J. 2002. Vol. 362, No 2. P. 443—451.

Marian A.J., Braunwald E. Hypertrophic cardiomyopathy: Genetics, pathogenesis, clinical manifestations, diagnosis,

and therapy // Circ. Res. 2017. Vol. 121, No 7. P. 749-770].

Ha ypoBHe KapaMOMHOIMTOB [aHHBIE MPOIECCH MPHBOAAT K TIOBBIIICHUIO CHHTE3a
SMOPUOHANBHBIX ()OPM CapKOMEPHBIX OCNTKOB M aKTHBAIIMM KHHA3HBIX CHTHAJIBHBIX KAacKaJIoB,
o0ecnieynBaronMXx mporecchl cooctBeHHo runeprpodpun KMLI, npomudepannn ¢pudpobiacTos,

TpaHcpopmanyu GpuOpodiacToB B MHOGUOPOOIACTHI M TUcOaIaHC B CUCTEME KOJUIAr€HOIN3a

[Burton D. et al. Two mutations in troponin I that cause hypertrophic cardiomyopathy have contrasting effects on

cardiac muscle contractility // Biochem. J. 2002. Vol. 362, No 2. P. 443—451.

Marian A.J., Braunwald E. Hypertrophic cardiomyopathy: Genetics, pathogenesis, clinical manifestations, diagnosis,

and therapy // Circ. Res. 2017. Vol. 121, No 7. P. 749-770.

Boxepusa JI.A. u op. Dxcnpeccus eenoe mampurchou memannonpomeunasvi-1 (MMP-1), mkanesoco uneubumopa
mampukchoix memannonpomeunas-1 (TIMP-1), konnacena I u Il munog 6 muokapoe OOIbHBIX UOUONAMUYECKOU
eunepmpouueckou” kapouomuonamueu // broinemenv HIJCCX um. A.H. baxyneea PAMH. 2005. T. 6. No 4. C. 35—
42.

Iyoxosa A.A. u op. I'unepmpoguueckasn kapouomuonamus. Knunuxo- mopghonocuueckue conocmasnenus // Apxue

namonoauu. 2012. T. 74. No 4. C. 8— 11.

Tyoxosa A.Al. Xapaxmepucmuxa meuenusi 06CmpyKmueHOU 2Unepmpopuyueckoil KapouoMUonamuu y 63pocivix (0630p
aumepamypul u pe3yibmamsl coOCmeeHnvlx ucciedosanuit) // Apmepuanvuas eunepmensusn. 2008. T. 14. No 2,

IIpunoxcenue 2. C. 39—49.
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Tyokosa AA., HHlnsxmo E.B. Knemounvie mexanusmvl eunepmpoguu muoxkapoa npu 2unepmpo@uuecko

KapoOuoMuonamuu u 3CCeHyUanbHol apmepuaivHoi eunepmensuu // Apmepuanvuas eunepmenzus. 2008. T. 14. No 4.

C. 364-380].

Ha rucronornueckomM ypoBHE OTPaKEHUEM IIPSMOIO ACUCTBUS «IIPUYMHHOI0» I'€HETHYECKOIO
BapuaHTa W MOJICKYIIIDHOIO IIaTOrCHE3a SBJISAECTCS JAMCKOMILIEKCALMS KapIUOMHULUTOB U

MBIIIEYHBIX BOJIOKOH — (heHoMeH «disarray», pudpo3 pa3HO# CTEneHN BBIPaKEHHOCTH

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:

Executive summary: A report of the American College of cardiology foundation/American heart association task force

on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Marian A.J., Braunwald E. Hypertrophic cardiomyopathy: Genetics, pathogenesis, clinical manifestations, diagnosis,

and therapy // Circ. Res. 2017. Vol. 121, No 7. P. 749-770.

boxepus JIL.A. u 0p. Dxcnpeccusn eenos mampuxchou” memannonpomeunasvl-1 (MMP-1), mxanesoeo uneubumopa
mampukcuvix memanionpomeunas-1 (TIMP-1), konnacena I u Il munog 6 muokapoe OOIbHBIX UOUONAMUUECKOU
eunepmpoguyecxou” kapouomuonamueu // bronnemenvs HIJCCX um. A.H. baxynesa PAMH. 2005. T. 6. No 4. C. 35—
42.

I'voxosa A.A. u op. lunepmpoghuneckas kapouomuonamusi. Knunuxo- mopghonocuueckue conocmasnenus // Apxue

namonoauu. 2012. T. 74. No 4. C. 8— 11.

T'yokosa A.Al. Xapaxmepucmuka meyeHus 00OCMpYyKmueHou 2unepmpo@uueckoi KapouoMuonamuu y 63pocivix (0030p
Jumepamypuvl u pe3yibmamsi cobcmeeHHbIX ucciedosanuit) // Apmepuanvnas eunepmensus. 2008. T. 14. No 2,

IHpunoorcenue 2. C. 39-49.

Ivoxosa A.A., Ilnaxmo E.B. Knemounvie mexanusmvl unepmpo@uu Muokapoa npu unepmpo@uieckol
KApOuoMUuoOnamuu u 3CCeHYuaIbHol apmepuaibHol eunepmensuu // Apmepuanonas eunepmensus. 2008. T. 14. No 4.

C. 364-380.

Philipson D.J. et al. Emerging pharmacologic and structural therapies for hypertrophic cardiomyopathy // Heart Fail.
Rev. 2017. Vol. 22, No 6. P. 879-888.

Roberts R., Sigwart U. Current concepts of the pathogenesis and treatment of hypertrophic cardiomyopathy //
Circulation. 2005. Vol. 112, No 2. P. 293—-296.

3aiiyes B.B. u Op. Kaunuueckoe 3Hauenue pasiuyHublx Memo008 OYEeHKU MUOKAPOUAIbHO20 @Gubpoza npu

aunepmpoguyeckoti kapouomuonamuu // Kapouonoeus. 2020. T. 60. No 3. C. 44-50].

['uneprpodust muokapaa JDK Taxke MOXKET SBISATHCS YacThbIO CIOXKHOTO CHUMIITOMOKOMILIEKCA

Pa3IMYHBIX HACJICACTBCHHBIX 3360H€B3HI/II\/’I, TaKHUX, KaK HCPBHO-MbLIIICYHBIC 3a00JIeBaHUS
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(arakcust Dpunapeiixa, auctanpHas wmuonarus JI Hra, MuOTOHMUYecKas auctpobus U Ap.),
HaCJIeJICTBeHHBIE O0sie3HN oOMeHa (6one3nu Jlanona, ®abpu, TTR-amumnonnos, 6one3ns [owmre,
PRKAG2-cBs3aHHbI DIIMKOTE€HO3, W JIp.), APYrHME€ HACIEACTBEHHbIE CHHIPOMBI (CHHAPOMBI

Hynan, LEOPARD, Kocremnno, bekBurra-Bunemana u np.)

[Arbustini E. et al. The MOGE(S) classification for a phenotype-genotype nomenclature of cardiomyopathy: Endorsed
by the world heart federation // J. Am. Coll. Cardiol. 2013. Vol. 62, No 22. P. 2046-2072.

Barcia G. et al. Pitfalls in molecular diagnosis of Friedreich ataxia // Eur. J. Med. Genet. 2018. Vol. 61, No 8. P. 455—
458.

Bokhari S. et al. 99mTc-pyrophosphate scintigraphy for differentiating light-chain cardiac amyloidosis from the
transthyretin-related familial and senile cardiac amyloidoses // Circ. Cardiovasc. Imaging. 2013. Vol. 6, No 2. P. 195—
201.

Charron P. et al. Danon'’s disease as a cause of hypertrophic cardiomyopathy: A systematic survey // Heart. 2004.
Vol. 90, No 8. P. 842—846.

Frustaci A. et al. Evolution of cardiac pathology in classic Fabry disease: Progressive cardiomyocyte enlargement
leads to increased cell death and fibrosis, and correlates with severity of ventricular hypertrophy // Int. J. Cardiol.

2017. Vol. 248. P. 257-262.

Tsai S.B. et al. Myocardial infarction with “clean coronaries” caused by amyloid light-chain AL amyloidosis: A case

report and literature review // Amyloid. 2011. Vol. 18, No 3. P. 160—164.

Wilkinson J.D. et al. Outcomes in children with Noonan syndrome and hypertrophic cardiomyopathy: A study from

the Pediatric Cardiomyopathy Registry // Am. Heart J. 2012. Vol. 164, No 3. P. 442-448].

HauOonee wacto BcTpewatomuecss cuHiapomanbHble ¢opmbl [KMII u ux MonexymnspHbIi

naroreses npejacrasieHsl B Tadnuie [11, [Ipunoxenue I'3.

ITaTtorene3 cumnromoB u cungpomos I'KMII

ITarorene3 'KMII Ha opraHHOM ypOBHE 3aKJIFOHYACTCsI B COBOKYITHOCTH HECKOJIBKHUX
cuHIpoMOB: oOcTtpykuuu BTJDK, wumemun Muokapaa, CHCTOIUYECKOHM U
nuactonudeckort nuchynkumu JIK, apurmuueckom, XCH, nerouyHoid rurnepTeH3uH,

popmupoBannu BepxymeuHoi aneBpusmsl JIDK, aBTOHOMHON IucpyHKIIMM cepana.

Cungpom odctpykunn BTJIK
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B co3smaaum ob6ctpyknuum BTJDK  ydacTBYyrOT CTpyKTypHBIE, KHHETHYECKHE W
reomerpudeckue GakTopsl [lbrahim M. et al. Modern Management of Systolic Anterior Motion of the Mitral

Valve // Eur J Cardiothorac Surg. 2012. Vol. 41. P. 60-70]:

1. CTpyKTypHBIE aHOMAJIMHU:

a. cykeane BTJDK runeprpodupoBannot MIKII (ymMeHbIIeHHE CTENCHU
oboctpyknuun BTJDK mocne mumosktomun/ICA 0OyCIOBJIEHO BO3JICUCTBHEM Ha J3TOT
paxrop);

b. SAM-cunapom (epeaHe-CUCTOINYECKOe NBKEeHUE CTBOPOK MK);

C. yMEHbIlIeHHas 1oJjiocTh JIK;

d. aHOMaJIMM NaNWUISPHBIX MBI (M Jpyrue wMajible aHOMaluu cepiana)

(runteprpodust u qucaokaius, fooaBounas [IM);

e. anMuKaJIbHO-0a3aJIbHBIN MBILICUYHbBIN ITyYOK.

2. Kunernueckne paktopsl - runepcokpatumoctsb JIXK 1 yckopeHne KpoBOTOKaB
BTJLK;

3. I'eomerpuueckne GpaxTOpsI:

a. nepennee cmemenne MK, Touka koanranmu ctBopok MK cMmemena 6amxe K
M2KII [62];

b. MaJiblii a0OpTO-MUTpPaAJIbHBIN yroi (<120°).

Yem OGosbiie (GakTOpoOB UMEETCS Y KOHKPETHOTO TalMeHTa, TeM OoJiee BBIpaKeH

cunJipom obctpykiuu BTIK.
SAM-—cungpom (ITCJ] MK) o0OyciioBieH ClIeayroiuMu GakTopamMu:

a. aHoMasimu cTBOpok MK (yanmHeHue, n30bITOYHOCTB);

b. HapyleHUe KOOpAMHALMN KpoBOTOKA B nojoctu JDK B paHHIOIO cucTOINLy, B
pe3yabpTare yero Ha ctBopku MK neicTByer cuiia, casuraromasi ux B croponyBTJDK
[63, 64];

C. anomanuu xopa MK;

d. MEHBbIIIEe COOTHOIIICHHUE JUTMHBI niepeaHeii u 3aaaeid ctBopok MK (<1,3), npu
ATOM TOYKa KoanTaruu ctBopok MK cmemaercs knepenu 6amke k BTJDK

[1brahim M. et al. Modern Management of Systolic Anterior Motion of the Mitral Valve // Eur J Cardiothorac Surg.
2012. Vol. 41. P. 60-70.

Deng L. et al. Numerical simulation study on systolic anterior motion of the mitral valve in hypertrophic obstructive
cardiomyopathy // Int. J. Cardiol. 2018. Vol. 266. P. 167—173.

Manabe S. et al. Management of systolic anterior motion of the mitral valve: a mechanism-based approach // Gen.
Thorac. Cardiovasc. Surg. 2018. Vol. 66, Ne 7. P. 379-389.

Ro R. et al. Vector flow mapping in obstructive hypertrophic cardiomyopathy to assess the relationship of early systolic
left ventricular flow and the mitral valve // J. Am. Coll. Cardiol. 2014. Vol. 64, Ne 19. P. 1984—1995.
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Hymel B.J., Townsley M.M. Echocardiographic assessment of systolic anterior motion of the mitral valve // Anesth.
Analg. 2014. Vol. 118, Ne 6. P. 1197-1201.

Sherrid M. V. et al. Systolic anterior motion begins at low left ventricular outflow tract velocity in obstructive
hypertrophic cardiomyopathy // J. Am. Coll. Cardiol. 2000. Vol. 36, Ne 4. P. 1344—1354.

Silbiger J.J. Abnormalities of the Mitral Apparatus in Hypertrophic Cardiomyopathy: Echocardiographic,
Pathophysiologic, and Surgical Insights // J. Am. Soc. Echocardiogr. 2016. Vol. 29, Ne 7. P. 622-639.].

Y manueHToB C JIATEHTHOW OOCTpYKNHEH MpOBOLMPYIOIIMMHU ¢ (akTopamMu
SIBISIFOTCS:  yBeJIMUeHHE cokparumoctu JIDK npu Harpyske, NOpUBOJSIIEE K
YMEHBIICHUIO KOHEYHO-cucrosmueckoro pasmepa JIDK u nepennemy cmemennroMK;
yckopenue kpoBotoka B BTJIK B nepuon cucrtouibl, yeyryossitoriee SAM—cunapom (ITC/]
MK) [Shah J.S. et al. Prevalence of exercise-induced left ventricular outflow tract obstruction in symptomatic
patients with non-obstructive hypertrophic cardiomyopathy // Heart. 2008. Vol. 94, N 10. P. 1288-1294].

V manuentoB ¢ 'KMII moxeTt ObITh nabuinbHasi 0OCTPYKIUS,XapaKTePUIYIOLIAsICS
3HAYUTCIILHBIMHU CIOHTAaHHBIMU KOJICOAHUSIMH BHYTpIKeaygodkoBoro ['J[ 0Oe3

BUAUMOM ITpUYHHBI [Geske J.B. et al. Variability of left ventricular outffow tract gradient during
cardiac catheterization in patients with hypertrophic cardiomyopathy // JACC Cardiovasc. Interv. 2011.
Vol. 4, Ne 6. P. 704-709].

Kpome oOctpykuun BTJDK, y mnammentoB ¢ I'KMII wMoxker HabGmromaTrses
CpeaHeXeny1ouKoBasi 00cTpyKiusi. CpeaHeKelyI04KoBasi OOCTPYKIIHS Pa3BUBACTCS
Yy HanmeHToOB ¢ runeprpoduert cpenmuabix cermeHntoB MOKII m, kak mpaBwio, B
COYETaHUU C TUIIEPTPOoPUeH NamUUISTPHBIX MBIIIIIL]

[Efthimiadis G.K. et al. Clinical characteristics and natural history of hypertrophic cardiomyopathy with
midventricular obstruction // Circ. J. 2013. Vol. 77, Ne 9. P. 2366-2374.

Minami Y. et al. Clinical implications of midventricular obstruction in patients with hypertrophic cardiomyopathy //
J. Am. Coll. Cardiol. 2011. Vol. 57, Ne 23. P. 2346-2355.

Yan L.R. et al. Clinical characteristics and prognosis of 60 patients with midventricular obstructive hypertrophic
cardiomyopathy // J. Cardiovasc. Med. 2015. Vol. 16, Ne 11. P. 751-760].

[Tpu xomOunupoBanHoil runeprpopuu (MXKII + anukanbHblE CETMEHTBI) MOXET OBITH 2-

ypOBHEBasi OOCTPYKIUA (CpeIUHHO-KemyaoukoBas + Ha ypoBHe BTJIK)

[Hang D. et al. Combined transaortic and transapical approach to septal myectomy in patients with complex

hypertrophic cardiomyopathy // J. Thorac. Cardiovasc. Surg. 2018. Vol. 155, Ne 5. P. 2096-2102.].
MuTpajbHas perypruranust

MP moskeT ObITh 00yCIIOBIEHA KaK BpOXkAeHHBIMU aHOMaIusiMu MK (yninuHenue, n30bITOYHOCTb,

W3MEHEHNE COOTHOIICHHUS JUTMHBI TIEPETHEH U 3aIHeH CTBOPOK), TAK U B COYETAHUU C

®daxkrTopsl, yyacTByromue B MP:
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- BpoxacHHbIe anoMannu MK (paciierienne cTBOpKH)

- TICA MK (SAM-cungpom) ¢ oberpykuueit Beixognoro tpakra JOK (moarsrusanune [ICMK B
obnacte BTJIX 3a cuer addekra Bentypu, uro HapymiaeT koanranuio ctBopok MK)

- npostaric cTBopok MK

- HU3MCHCHHA IIOJKJIAIIAHHOI'O aIlllapaTra MK (Hepez[Hee CMCHICHUC TMAIMWJIIAPHBIX MBIIIII,

anMKaJIbHOE CMEICHHE NMAWUIIPHBIX MBI, pa3pbiB Xopa MK u ap.)
- npuoOpereHnbpie u3MeHeHuss MK (peBmatnyeckue)

- JIereHepaTuBHble M3MeHeHus1 cTBOpoKk MK ¢ mx yrosmeHuneM, B COYETaHMM C KAJIBLIMHO30M
MUTPAJIBHOTO KOJIbLIA M OTpaHMYEHUEM IMOJBMKHOCTH 3agHeil cTtBopku MK (kak mpaBuio B

CTapliieil BO3pacTHOM Tpymie).

Tunuunoe HanpasieHue Toka MP, ooycnosnennoit SAM—cunapomom (ITCJ MK) B JIIT — k3aau
u natepasibHO. OJIHAKO, LIEHTPAJIbHOE U NepeaHee HanpasieHue Toka MP Takxe BO3MOXKHO, YTO

HC IMO3BOJIACT I10 HAITPABJICHHUIO TOKA MP nenath BBOA O €€ IIpUupoac.

VYBenuyeHue TOJIIMHBI CTBOPOK MHUTPAIBHOTO M AOPTAIBHOTO KJamaHoB, codyetaHue MP u
HEOOJIBIIION A0PTATBHOW PETYPrHTAMA MOXKET HAOIIOAAThCS MPH HEKOTOPBIX  (PCHOKOMUSX
['KMII, B wacTHOCTH, pU KapAuaIbHOM amuionaose. JlanHHoe 00CTOSTENHCTBO BAXKHO TOMHUTh

IIpU MPOBEACHNUN I[I/ICI)(I)epeHL[I/IaJ'ILHOFO JAuarto3a. 0COOEHHO Yy MIauEeHTOB CTApIIETro BO3pacTa.

Cunapom nmemun muokapaa JIJK

VY nanuenTtoB ¢ 'KMII npu HHTAaKTHBIX KOPOHAPHBIX apTEPUAX MOXKET Pa3BUBATHCS
UIIeMusi MHUoOKapjia. B aHMIOsA3bIYHOM JuTeparype HUcnonb3yiloT TepMuH INOCA

(ischemia and no obstructive coronary artery)

[Pacheco Claudio C. et al. Why names matter for women: MINOCA/INOCA (myocardial infarction/ischemia and no

obstructive coronary artery disease) // Clin. Cardiol. 2018. Vol. 41, Ne 2. P. 185-193.].

q)aKTopBI, HOPpUBOOAIINC K HIICMHUHU MHUOKAapaa:

a. OTHOCUTENIbHAsi KOpOHapHasi HEJOCTAaTOYHOCTh (YMEHBIIEHHE pe3epBa
KOPOHApHOT'0 KPOBOTOKA PU BBIPAKEHHOMN rUNepTpodun);

b. wmemus cyOdPHIOKApAHAIBHBIX CJIOEB MHOKapJa 3a CYeT KOMIIPECCUH
WHTpaMypaIbHbIX KOPOHAPHBIX apTEepU;

C. TMEepUBACKYJSAPHBIN (puOpPO3, MPHU 3TOM MHTPaMypaJibHbIE KOPOHAPHbIE apTEPUU
HE MOTYT pacCUIMPUTHCI BO BpeMsl (PU3NYECKON Harpy3kd, KOTJa BO3pacTaeT

HOTpe6HOCTB MHOKapda B KHCIOPOAC U Tpe6yeTc;1 YBCIIMUCHUEC KOPOHAPHOTO
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KpPOBOTOKa;

d. BpoOXIeHHass NATOJOTHs KOPOHAPHBIX apTepuii — «MHOKapAUAJIbHbBIC
MBIIICYHBIE MOCTHKH» W HWHTpPAMypaJdbHOE pPACHOJIOKEHHUE BETBEH KPYITHBIX
KOPOHapHBIX apTEPU;

€. NOOMHUMO TIEPEYUCIICHHBIX NpuuuH, y 15-25% mnanmenToB HaOmI0IAIOT
COMYTCTBYIOIINH aTEPOCKIIEPO3 B AMUKAPAUAIBHBIX KOPOHAPHBIX apTepusX (B cTapuiei

BO3pAacCTHOU I'pyIIIE NallUEHTOB).

VYV manmeHToB ¢ 'KMII n denokonusasmu I'KMII wmokeT pa3sBuBaThbCs HHOMAPKT
muokapaa (MIM) kak 2 tumna, (6e3 areporpomOo3a), Tak U 1 thna. dakTopsl pucKa
pa3BuTusi wHpapkTa MUoKapaa 2 tumna y mnanueHToB ¢ I'KMII npencraBieHsl B

ta6muie [111, IMpunoxenue I'1.

[Aeéepxuna H.B. u Op. Oyenxa nepghysuu muoxapoa y OGOIbHbIX C SUNEPMPOPUUECKOU Kapouomuonamuel &
CONOCMABIEHUU C KIUHUYeCKUMU U 9XoKapouoepapuueckumu oannvimu // Tepanesmuueckuti apxus. 2003. T. 75. Ne
4. C. 20-25.

Asepros O.B. u op. /Jugppepernyuposannvlii no0xo0 6 ouasHocmuxe, GopmMyIuposKe OUdAeHO3d, 6e0eHUU DOIbHLIX U
cmamucmuyeckom yueme uH@apkma muoxkapoa 2 muna (co2nacoeannas nosuyus) // Poccutickuii kapouonozuyeckuii
acypran. 2019. T. 24. Ne 6. C. 7-21.

Kannynosa B.IO. u Op. T'unepmpoghuueckas kapouomuonamusi u uuiemuyeckas 0one3Hv cepoya. Bapuanmut
couemannou namonozuu // Kapouonoeus. 2017. T. 57. Ne 12. C. 16-24.

Kocmun C.H. Mopgonozuueckue u mopghomempuueckue ocobennocmu eunepmpoghuieckoii kapouomuonamuu //
Apxue namonoeuu. 1989. T. 51. Ne 1. C. 47-52.

Myxapnamos H. Kapouomuonamuu. Mockea, 1990. 283 c. c.

Aletras A.H. et al. Heterogeneity of intramural function in hypertrophic cardiomyopathy mechanistic insights from
MRI late gadolinium enhancement and high-resolution displacement encoding with stimulated echoes strain maps //
Circ. Cardiovasc. Imaging. 2011. Vol. 4, Ne 4. P. 425—434.

Camici P.G., Olivotto 1., Rimoldi O.E. The coronary circulation and blood flow in left ventricular hypertrophy // J.
Mol. Cell. Cardiol. 2012. Vol. 52, Ne 4. P. 857-864.

Einarsen E. et al. Comparison of Frequency of Ischemic Cardiovascular Events in Patients With Aortic Stenosis With
Versus Without Asymmetric Septal Hypertrophy (from the SEAS Trial) // Am. J. Cardiol. 2017. Vol. 119, Ne 7. P. 1082—
1087.

Foa A. et al. Histopathological comparison of intramural coronary artery remodeling and myocardial fibrosis in
obstructive versus end-stage hypertrophic cardiomyopathy // Int. J. Cardiol. 2019. Vol. 291. P. 77-82.

Kwon D.H. et al. Cardiac Magnetic Resonance Detection of Myocardial Scarring in Hypertrophic Cardiomyopathy.
Correlation With Histopathology and Prevalence of Ventricular Tachycardia // J. Am. Coll. Cardiol. 2009. Vol. 54, Ne
3. P. 242-249.

Maron M.S. et al. The Case for Myocardial Ischemia in Hypertrophic Cardiomyopathy // J. Am. Coll. Cardiol. 2009.
Vol. 54, Ne 9. P. 866-875.

Mundhenke M., Schwartzkopff B., Strauer B.E. Structural analysis of arteriolar and myocardial remodelling in the
subendocardial region of patients with hypertensive heart disease and hypertrophic cardiomyopathy // Virchows Arch.
1997. Vol. 431, Ne 4. P. 265-273.

Nakamura T. et al. Increased plasma brain natriuretic peptide level as a guide for silent myocardial ischemia in
patients with non-obstructive hypertrophic cardiomyopathy // J. Am. Coll. Cardiol. 2002. Vol. 39, Ne 10. P. 1657—
1663.
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Raphael C.E. et al. Mechanisms of Myocardial Ischemia in Hypertrophic Cardiomyopathy: Insights From Wave
Intensity Analysis and Magnetic Resonance // J. Am. Coll. Cardiol. 2016. Vol. 68, Ne 15. P. 1651—-1660.

Sciagra R. et al. Myocardial blood flow and left ventricular functional reserve in hypertrophic cardiomyopathy: a
13NH3 gated PET study // Eur. J. Nucl. Med. Mol. Imaging. 2017. Vol. 44, Ne 5. P. 866—875.

Shin Y.J. et al. Clinical significance of evaluating coronary atherosclerosis in adult patients with hypertrophic
cardiomyopathy who have chest pain // Eur. Radiol. 2019. Vol. 29, Ne 9. P. 4593-4602. ].

Cungpom auchynxuuu JIZK

Huacmonuueckana ¢ynxkyua /K MOXeT ObITh HapyllleHa YK€ y HOCUTEJIEH MyTalluH, B
noruneprpopuueckoit craguu ['KMIT — renorun (+)/¢enorun (-) [Liu W., Sun D., Yang J.
Diastolic Dysfunction of Hypertrophic Cardiomyopathy Genotype-Positive Subjects Without Hypertrophy Is Detected
by Tissue Doppler Imaging: A Systematic Review and Meta-analysis: A // J. Ultrasound Med. 2017. Vol. 36, M 10.
P.2093-2103. ].

ITpu I'KMII HapyHieHus KacaroTcCsl ABYX OCHOBHBIX JIE€TEPMHUHAHT JUACTOJINUYECKOTO
HantonHeHust JDDK — axkTuBHOM penakcauMuM UM PacTsDKUMOCTH MHUOKapAa.
I'mneprpodust Muokapa per s€ BbI3bIBACT HApYLICHUE AKTUBHOI'O pacciaabiIeHus.
XaoTHYECKOE  PacCIOJIOKEHHE  COKpaTUTeNbHBIX  dyementoB  (disarray) wu
WHTEPCTULHAIIBHBIN (UOpO3 NpUBOAAT K CHHKeHUIO noaatiauBoctu JDK, u, kak
CJIEACTBUE, K BO3PACTAaHUIO conpoTuBJicHUsA HanogHeHuro JIDK u noseimeHuro
JaBJICHUs HanosJHeHus. B Hauvanpabix cragusax ['KMII HapyHmI€eHOTOIBKO aKTUBHOE
pacciabiieHHe MuoOKapaa, npu 3Ttom gasieHue B JIII He yBennueno. Ilo mepe
MpOrpeccCupoBaHusi TuUneprpoduu, pa3BuTuss (GuOpo3a, HapacTaHUs CTEHNEHU
MUTPAJIBHONW perypruranyiy, NpUCOECIUMHEHUs] MIIEMHH MHUOKAapJa JUAaCTOJINYECKUE
HapylIllIeHHUs] HapacTaroT, MPUBOJS K yBeauueHuto fgasiieHus B JII1 (cooTBeTcTBEeHHO,
u k yBeanuenuro KJIJI JIDK). Takxxe BbIpakeHHasi IOMacToiIMYecKas JIUCHYHKIIMS
MOXXET MOPUBOAUTH K PAa3BUTHUIOJIETOYHOU IMIEPTEH3UHU Y HEKOTOPBIX MAllMEHTOB

(JII' y 50% cUMITOMHBIX ITallTUEHTOB)

[Covella M. et al. Mechanism of Progressive Heart Failure and Significance of Pulmonary Hypertension in
Obstructive Hypertrophic Cardiomyopathy // Circ. Hear. Fail. 2017. Vol. 10, Ne 4. P. e003689.

Germans T. et al. How do hypertrophic cardiomyopathy mutations affect myocardial function in carriers with
normal wall thickness? Assessment with cardiovascular magnetic resonance // J. Cardiovasc. Magn. Reson. 2010.
Vol. 12, Ne 1. P, 13.

Huang X. et al. Assessment of left ventricular systolic and diastolic abnormalities in patients with hypertrophic
cardiomyopathy using real-time three-dimensional echocardiography and two-dimensional speckle tracking
imaging // Cardiovasc. Ultrasound. 2018. Vol. 16, Ne 1. P. 23.

Matsumura Y. et al. Left ventricular diastolic function assessed using Doppler tissue imaging in patients with
hypertrophic cardiomyopathy: Relation to symptoms and exercise capacity // Heart. 2002. Vol. 87, Ne 3. P. 247-251.

boxepus JI.A., Bopucos K.B., Cunes A.®. Ynyuwenue ouacmonuueckoi QyHKyuu 1e6020 u Npagoco iHceiy0oyKos
cepoya nocie Xupypeuueckou Koppekyuu sunepmpopuueckoti 06cmpyKmueHo KapouomMuonamuu npu noMowu
opueunanbroeo cnocoba // I'pyonas u cepoeuno-cocyoucmas xupypeus. 1999. T. 4. C. 4-10.].
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Cucmonuueckan gpynkuyun JIZK MOXXeT OLIEHMBATHCS KaK 110 ITapaMeTpaM COKPaTUMOCTH, TaK

M 110 00BEMHBIM ITOKA3aTEIIM.

- I'moGanbHast cucronuueckass ¢yukuus JDK, ounenuBaemasi 1o mnapamerpam
cokpatumMocTtH, y naigueHToB ¢ ['KMII cBepxHOpManbHas, 4TO BbIPAKa€TCsl BBICOKOM
DBJIK. Cnenyert yuectb, uTo nokazareab @B npu ['JIDK u manenbkomMJIDK moxeTt
HEKOPPEKTHO XapaKTepu30BaTh COKPATUMOCTh. PervoHanpHasi CHCTOJIMYECKast
¢dynkausa JOK rereporenHa: rurneprpodupoBaHHbie cerMeHThI JIDK rHImoKHMHETUYHBI
(cHM)KeHa  CTeNeHb  CHUCTOJIMYECKOro  yTojuieHus u  jaedopmainus), a
HETUIIEPTPO(PUPOBAHBIE CEIrMEHThl HUMEIOT HOPMaJIbHYIO/ CBEPXHOPMAIbHYIO

COKpAaTUMOCTD.

- OObeMHBIM TIIOKa3arejaeMm cucroindeckor ¢ynkuuun JDK sABisiercs BenuduHa
yaapaoro oosema (YO). IIpu 'KMIIT u ymensmenrnom JOK (manerii KJ1O) YO camkeH,
HecMoTpsi Ha BbhicoKyto @BJDK. Taxke cHuXE€Ha BO3MOXXHOCThH Ilpupocta YO mpu

(bm3ugeckoit Harpy3Ke.

- Cucromuueckast ¢yuknouss JDK, anHamm3upyemass 0O  CHCTOJIHYECKOH
nedopManui, MOXXET ObITh HapymeHa yxe y Hocurened ['KMII-myranum, Ha

JOTUIIEPTPOPUUECKON CTATNH.

- ITpu nporpeccupoBaHuu 3ab0seBanms (HETaTUBHOE peMoIeiMpoBanue, adverse
remodeling) B auimaTaniMOHHOW CTaauud HAOIIOMACTCS YMCHBIICHUE CTEIICHH
rurnepTpodun («BBITOPAHUE), COIMMPOBOXKIAEMOE CHHKEHHEM OOIIei COKPAaTHMOCTH
JDK (®B < 50%)

[Hiemstra Y.L. et al. Development of and Progression of Overt Heart Failure in Nonobstructive Hypertrophic
Cardiomyopathy // Am. J. Cardiol. 2018. Vol. 122, No 4. P. 656—662.

Horimoto M. et al. Development of obstructive hypertrophic cardiomyopathy from nonobstructive hypertrophic
cardiomyopathy // Am. J. Cardiol. 1998. Vol. 82, Ne 3. P. 403—-405.

Covella M. et al. Mechanism of Progressive Heart Failure and Significance of Pulmonary Hypertension in Obstructive
Hypertrophic Cardiomyopathy // Circ. Hear. Fail. 2017. Vol. 10, Ne 4. P. e003689.

Germans T. et al. How do hypertrophic cardiomyopathy mutations affect myocardial function in carriers with normal
wall thickness? Assessment with cardiovascular magnetic resonance // J. Cardiovasc. Magn. Reson. 2010. Vol. 12, Ne
1.P 13

Huang X. et al. Assessment of left ventricular systolic and diastolic abnormalities in patients with hypertrophic
cardiomyopathy using real-time three-dimensional echocardiography and two-dimensional speckle tracking imaging
// Cardiovasc. Ultrasound. 2018. Vol. 16, Ne 1. P. 23.

Harris K.M. et al. Prevalence, clinical profile, and significance of left ventricular remodeling in the end-stage phase
of hypertrophic cardiomyopathy // Circulation. 2006. Vol. 114, Ne 3. P. 216-225.

Biagini E. et al. Prognostic Implications of the Doppler Restrictive Filling Pattern in Hypertrophic Cardiomyopathy
// Am. J. Cardiol. 2009. Vol. 104, Ne 12. P. 1727-1731.

Bravo PE. et al. Late gadolinium enhancement confined to the right ventricular insertion points in hypertrophic
cardiomyopathy: An intermediate stage phenotype? // Eur. Heart J. Cardiovasc. Imaging. 2016. Vol. 17, Ne 3. P. 293—
300.
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Fernandez A. et al. Comparison of prevalence, clinical course, and pathological findings of left ventricular systolic
impairment versus normal systolic function in patients with hypertrophic cardiomyopathy // Am. J. Cardiol. 2011. Vol.
108, Ne 4. P. 548-555.

Melacini P. et al. Clinicopathological profiles of progressive heart failure in hypertrophic cardiomyopathy // Eur.
Heart J. 2010. Vol. 31, Ne 17. P. 2111-2123. ].

IIK nmpu TKMII
YV 30-44% naumentoB ¢ 'KMII naOmromaroTcsi CTPYKTYpHBIE M (PyHKIHMOHAIBHBIE

napynienusi B [[DK. Kpurepuem runeprpodun muokapaa IDK cunrtaercs yBenudeHue
tommuHbl cteHku [DK > 5 mm. Tonmmua mumokapaa DK > 10 mMm cumrTaercs

sxctpeManbHOi I'TIDK [Maron M.S. et al. Right Ventricular Involvement in Hypertrophic Cardiomyopathy //
Am. J. Cardiol. 2007. Vol. 100, Ne 8. P. 1293-1298.].

IN'uneprpodus 110K B eqHMYHBIX citydasix ObIBaeT M30aMpoBaHHoOM, 6e3 I'JDK.

CrpykrypHoe pemozaenupoBanue [ DK B 15-90% npuBoauT K BHYTPHKEITY JOYKOBOH
OOCTPYKIIMH, KOTOpasi MOXKET ObITh Ha YPOBHE CpeIMHHBIX cerMeHTOB DK mim Ha

ypoBHe BbixogHoro tpakTta IIDK [Falcone D.M., Moore D., Lambert E.C. Idiopathic hypertrophic
cardiomyopathy involving the right ventricle. // Am. J. Cardiol. 1967. Vol. 19, Ne 5. P. 735-740. ].
Kpurepuem nHamuuusi oOctpykuuun BTIDK cuuraercs yBeauueHue TrpagueHTa

nasieHus B BTIIDK >16 mMm pT. cT. B 1oKOe€ [Shimizu M. et al. Echocardiographic assessment of right
ventricular obstruction in hypertrophic cardiomyopathy // Circ. J. 2003. Vol. 67, Ne 10. P. 855-860.].

VYeenuuenne tommuHbl [ICIDK y manmenTtoB crapme 60 ser ¢ KMII-pernorunom Tpedyer

HCKIIIOYCHHUA KapANnaJIbHOI'O aMUJION03a.

Cucmonuueckaa oucgynkyus IIZK nposiBnsieTcss yMEHbIIEHHEM MPOAOJIbHON Jedopmanuu
ITK; mpu aTOM apyrue nokasarenu cucronuueckoit pyrkiuu IDK (TAPSE u s’ narepanibHoi

HYaCTHU TPUKYCIINAAJIBbHOTO KOJ'II)Ha), KakK IIpaBuJIo, B MIpcaciiaX HOPMaJIbHBIX 3HAYCHHH.

Juacmonuueckan Oucynkyua IDDK B HauvanbHbIX CcTaausx Xxapakrepusyercs E/A<I,
yBenunueHueM RV DecT (Bpems 3aMenieHust KpOBOTOKA B a3y panHero HamnoiHeHus [110K),
E/e’ >6,0. Iloka3ano, uyro Hamuuue pguactoauueckod aucdynkuuu DK sBusercs

npeaukrtopom BCC u XCH

[boxepus JLA., Bopucos K.B., Cunes A.®. Yiyuwenue ouacmonuueckou yHKyuU 1€6020 U NPABO20 HCeLyOOUKO8
cepoya nocie Xupypeudeckou KoppeKkyuu unepmpo@uueckoil 006CmpyKMUGHoOU KapOUOMUONamuu npu nomMowu
opueunanviozo cnocoba // I pyonas u cepoeuno-cocyoucmas xupypeus. 1999. T. 4. C. 4—10.

Maron M.S. et al. Right Ventricular Involvement in Hypertrophic Cardiomyopathy // Am. J. Cardiol. 2007. Vol. 100,
Ne 8. P 1293—1298.

Falcone D.M., Moore D., Lambert E.C. Idiopathic hypertrophic cardiomyopathy involving the right ventricle. // Am.
J. Cardiol. 1967. Vol. 19, Ne 5. P. 735-740.

Shimizu M. et al. Echocardiographic assessment of right ventricular obstruction in hypertrophic cardiomyopathy //

Circ. J. 2003. Vol. 67, Ne 10. P. 855-860.

boxepus JI.A., Bopucos K.B. Obcmpykxmuenas eunepmpogpuyeckas KapOUuOMUONAMUsL: Memoovl XUpypeuieckoul
xoppexyuu // I pyonas u cepoeuno- cocyoucmas xupypeus. 1997. T. 1. C. 61-65.
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bokepuss JI.A. u Op. Pesynomamel MeOUKAMEHINO3HO20 U XUPYPSUYECKO20 JIeHeHUs 2unepmpopuueckoll
Kapouomuonamuu ¢ 06cmpyKyuetl 8bl80OHbIX OMOEN08 18020 U NPABO20 HCelyOouKos cepoya // I pyOHas u cepoeuno-
cocyoucmas xupypeus. 2004. Ne 2. C. 4-9.

Boxepua JI.A. u Op. Xupypeuueckas xoppexyus paee HeonepabenvHuix Gopm cunepmpoguieckol 0o6CmpyKmueHou
kapouomuonamuu // I pyonas u cepoeuno-cocyoucmasn xupypeus. 1999. T. 6. C. 130-136.

Pagourelias E.D. et al. Prognostic Value of Right Ventricular Diastolic Function Indices in Hypertrophic
Cardiomyopathy // Eur. J. Echocardiogr. 2011. Vol. 12, Ne 11. P. 809-817.

Shah J.P. et al. Prevalence and Prognostic Significance of Right Ventricular Dysfunction in Patients With Hypertrophic
Cardiomyopathy // Am. J. Cardiol. 2018. Vol. 122, Ne 11. P. 1932—1938. ].

Bue3annast cepacyHast CMEPTh

B ocnoBe natoreneza BCC nexat (paTanbHble HApYIISHUSI PUTMA, BBI3BaHHBIC UIIIEMUCH
MHOKapJa ¥ 3JIeKTpuIeckoil HectabmibHOCTRI0. BCC game obyciosiiena ®XK (62,4%),
opamuaputmusimu (16,5%), KT tuna «Torsades de pointes» (12,7%), XT (8,3%) u

aCUCTOJINCH
[Myxapnamos H. Kapouomuonamuu. Mockea, 1990. 283 c. c.

Kaxmypckuii JI. Buesannas cmepmo (kaunuyeckas mopgonocus). Mockea, 2000. 126 c. c.

Peguwsunu AL u Op. Kiunuueckue pexomenOayuu no nposedeHuro 31eKmpopu3uUoIocUdecKux Ucciedo8anull,
KamemepHOUu abnAyuY U RPUMEHEHUI0 UMNIAHMUPYeMbIX aumuapummudeckux ycmpoticms. Mockea, 2017. 701 c. c.

Adabag A.S. et al. Spectrum and prognostic significance of arrhythmias on ambulatory Holter electrocardiogram in
hypertrophic cardiomyopathy // J. Am. Coll. Cardiol. 2005. Vol. 45, Ne 5. P. 697—704.

Zipes D.P. et al. ACC/AHA/ESC 2006 guidelines for management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // Europace. 2006. Vol. 8, Ne 9. P. 746-837.

Czosek R.J. et al. Arrhythmic Burden and Ambulatory Monitoring of Pediatric Patients with Cardiomyopathy. //
Pacing Clin. Electrophysiol. 2016. Vol. 39, Ne 5. P. 443—451.

Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, Ne 6.
P 1617-1618.

Elliott PM. et al. Sudden death in hypertrophic cardiomyopathy: Identification of high risk patients // J. Am. Coll.
Cardiol. 2000. Vol. 36, Ne 7. P. 2212-2218.

Goyal V., Jassal D.S., Dhalla N.S. Pathophysiology and prevention of sudden cardiac death // Can. J. Physiol.
Pharmacol. 2015. Vol. 94, Ne 3. P. 237— 244.

Marrakchi S. et al. Risk stratification in hypertrophic cardiomyopathy // Herz. 2020. Vol. 45, Ne 1. P. 50—64.

Weissler-Snir A. et al. Prevention of Sudden Death in Hypertrophic Cardiomyopathy: Bridging the Gaps in Knowledge
// Eur Hear. J. 2017. Vol. 38, Ne 22. P. 1728—1737.

Weissler-Snir A. et al. Usefulness of 14-Day Holter for Detection of Nonsustained Ventricular Tachycardia in Patients
With Hypertrophic Cardiomyopathy // Am. J. Cardiol. 2016. Vol. 118, Ne 8. P. 1258—1263.

Goff Z.D., Calkins H. Sudden death related cardiomyopathies - Hypertrophic cardiomyopathy // Prog. Cardiovasc.
Dis. 2019. Vol. 62, Ne 3. P. 212-216. ].

CHUHKONBI

CuHKOMNaJIbHBIC COCTOSHUA MOTYT OBLITH OGYCJ'IOBJ'IeHLI Kak APUTMHUYCCKUMU, TaKk H
TCMOANHAMHUYCCKUMHU MPUYINHAMM. K remogmHamMudeckum nIpudyruHaM OTHOCAT CUTYAaTUBHOC

yBenuuenne oOctpykmuu BTJDK (usmyeckass Harpyska), BBI3BIBAIONIEEC 3HAYUMOE YMEHBIIICHUE
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yYAapHOro oobeMa Hu ImIaacHuce AI[, aTaKXKE€ CHHIKCHUC HepI/I(l)CpI/I‘JGCKOFO COIIPOTHUBJICHUA B
pe3yJ‘ILTaTeHeaI{eKBaTHOI71 BasogujiarTalivyv, B TOM 4YMCJIC Ba3OoBarajJbHbIC OGMOpOKI/I

[Bois J.P. et al. Relation between temperature extremes and symptom exacerbation in patients with hypertrophic
cardiomyopathy // Am. J. Cardiol. 2016. Vol. 117, Ne 6. P. 961-965.

Haghjoo M. et al. Predictors of syncope in patients with hypertrophic cardiomyopathy // PACE - Pacing Clin.
Electrophysiol. 2009. Vol. 32, Ne 5. P. 642—647.

Seggewiff H. et al. Syncope in hypertrophic (obstructive) cardiomyopathy // Herzschrittmachertherapie und
Elektrophysiologie. 2018. Vol. 29, Ne 2. P. 178—-182.

Williams L., Frenneaux M. Syncope in Hypertrophic Cardiomyopathy: Mechanisms and Consequences for Treatment
// Europace. 2007. Vol. 9, Ne 9. P. 817-822. ].

OuOpuwLIAIUS Tpeacepauni
dakTOopHI:

a. «IIpeaccpaHast MUOIIATHA» - IIOKA3aHO, 4YTO (bYHKLII/IH JIIT HapyuaicHa Yy

HOCHUTEJICH MyTallMy B TOKJIMHUYSCKON CTaUu 10 pa3BuTHs runeprpoduu [126].

b. 126 Farhad H. et al. Left Atrial structure and function in hypertrophic cardiomyopathy sarcomere
mutation carriers with and without left ventricular hypertrophy // J. Cardiovasc. Magn. Reson. 2017. Vol.
19, Ne 1. P. 107.

C. CTpyKTypHOoe (auiatanusi) U (QyHKIHOHAJIBHOE pemojenupoBanue JIII,
MPUBOASIIEE K DJIEKTPUUECKOI HECTaOUIBLHOCTH

d. wmHTepcTHIMAaNLHBIN Gubpo3 JIIT [127, 128].

127 Burstein B., Nattel S. Atrial Fibrosis: Mechanisms and Clinical Relevance in Atrial Fibrillation // J.
Am. Coll. Cardiol. 2008. Vol. 51, Ne 8. P. 802—-809.

128 Philipson D.J., Rader F., Siegel R.J. Risk factors for atrial fibrillation in hypertrophic cardiomyopathy
// Eur. J. Prev. Cardiol. 2019. P. doi: 10.1177/2047487319828474.

XpoHnyeckasi cepaedHasi HeIOCTATOYHOCTH

dakTopsl:

[Burstein B., Nattel S. Atrial Fibrosis: Mechanisms and Clinical Relevance in Atrial Fibrillation // J. Am. Coll.
Cardiol. 2008. Vol. 51, Ne 8. P. 802—-809.

Garg L. et al. Atrial fibrillation in hypertrophic cardiomyopathy: prevalence, clinical impact, and management //
Heart Fail. Rev. 2019. Vol. 24, Ne 2. P. 189-197.

Killu AM. et al. Cardiac Resynchronization Therapy in Patients With End-Stage Hypertrophic Cardiomyopathy //
Europace. 2018. Vol. 20, Ne 1. P. 82— 88.

Kirchhof P. et al. 2016 ESC Guidelines for the Management of Atrial Fibrillation Developed in Collaboration With
FEACTS // Eur. Heart J. 2016. Vol. 37. P. 2893-2962.

Maron B.J. et al. Clinical Spectrum and Management of Heart Failure in Hypertrophic Cardiomyopathy // JACC
Hear. Fail. Elsevier Inc., 2018. Vol. 6, Ne 5. P. 353—363.

Seferovi¢ PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the
European Society of Cardiology // Eur. J. Heart Fail. 2019. Vol. 21, Ne 5. P. 553-576. ].
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a. ymensuieHHbIN JDK (mansiit KJ1O) u, HecmoTtpst Ha Beicokyto @BJDK, maneiit VO
JIK;

b. HecrmocoOHOCTH yBEIHMYHUTH B MJOJDKHOW creneHn YO 1mipu  (pu3nyeckomn
HarpyskKe;

C. oOcrpykus BTJDK, BHocsmas Bkiaa B ymeHblinenue Y O;

d. cucrommueckas muchynknus JDK npu mporpeccupoBanuu ['KMII, ocoGenHO B
AUIATallMOHHOM cTaguu (uieMust Muokapaa, ruccunxponus JIK);

e. gumacronuueckass guchyskous JDK (pubGpo3 mMuokapna, MOBBIIICHUE
nasienus B JITT u K1)

f.  MwuTpanpHas perypruranus (BHOCUT BKJaJ B HOBbIIeHUE aaBieHus B JIIT);

g. Hapymenus purMma (PII);

h. JICTOYHAs THIICPTCH3UA

VY 10% mnauuentoB ¢ 'KMII ¢ «knaccuyeckuMm ()EHOTUIIOM» B IOKOE IpPH YIBTPa3ByKOBOM
HCCIICAOBAHUU JICTKUX PETUCTPHUPYIOTCA B-JII/IHI/II/I, 4YTO CBUACTCIBLCTBYCT O 3aCTOC B JICTKUX. HpI/I
ctpecc-3xoKI™ wactoTta BeIsiBiIeHus: B-nmuuuit Bozpacraer no 30%. Y stux OGompHBIX mpu OH
yCyryossieTcsi [uacTonn4eckas [ucyHKIus, BO3pacTaeT MUTpaIbHas PErypruTaus 1 JaBjIcHUe

B JICTOYHOMW apTepuu [Pdlinkds E.D. et al. Pulmonary congestion during Exercise stress Echocardiography in

Hypertrophic Cardiomyopathy. Int J Cardiovasc Imaging // 2022. Vol.38, Nel12. P. 2593-2604].

dopmupoBaHHue BepxyuiedyHoi aHespusmbl JIK
Yacrora pa3sBUTHS BEPXYLIECYHOM AHEBPU3MbBI COCTABISIET NMPUMEPHO 2-3% OT Bcex ciydyacB

I'KMII.

[Maron M.S., F. J. Prevalence, clinical significance, and natural history of left ventricular apical aneurysms in

hypertrophic cardiomyopathy // Circulation. 2008. Vol. 118. Nel5. P.1541-1549.

Towe E.C. et al. Genotype-Phenotype Correlations in Apical Variant Hypertrophic Cardiomyopathy. Congenit Heart
Dis. 2015. Vol.10. Ne3. P.139-145].

Bepxymeunsie aneBpusMbl npu ['KMII Moryr pasBuBarbcsd Kak IpU  H30JMPOBAHHOM
BepxyuieuyHoi runeprpodun JIK, Tak u npu Mopdosornyeckux BapuaHTax, Korja runeprpodus
pa3BUBAETCs MPEUMYIIECTBEHHO B cpeaHnx cermeHTax JIK (koHdurypamus "mecodynsx 4acoB"

WIY TIPU CMEIIAaHHBIX BapuUaHTax, KOrja rMInepTpo(uu pa3BUBaeTCs B BEPXYIIEUHBIX M CPEIHUX

cermentax JIK. [Rowin E.J. et al. Hypertrophic cardiomyopathy with left ventricular apical aneurysm:
implications for risk stratification and management // J Am Coll Cardiol. 2017. Vol.69. P.761-773].

[Ipu cpennexenynoukoBoir  obctpykTuBHOM ['KMII  Bepxymeunsie aneBpusmbl JDK

npucyTCTBYIOT Oosnee yeM B 20% ciyuaeB [Minami Y, K. K. Clinical implications of midventricular
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obstruction in patients with hypertrophic cardiomyopathy. Journal of the American College of Cardiology // (2011.
Vol.57. Ne23. P. 2346-2455].

Paszutue Bepxymeunoii aneBpusmbl JOK nmpu 'KMII obycnoBieno coderanueM (hakTopos,
B3bIBatONMX wmiIeMuro Muokapna npu [KMIT (cm. «CuHzapoMm wWIiieMur MHOKapaa») H
JIONIOJTHUTEIBHBIM (AKTOPOM - CHCTOJMYECKas CPEIHEXKETyJOUKOBas OOCTPYKIMS BBI3bIBAET
pEe3Koe IOBBILIEHUE JAaBJIeHUs B Bepxyuke JDK, 4To NpUBOAUT K CHUKEHUIO KOPOHApHOMU

nepdy3un, 0co0eHHO B CYOIHIOKapAMATIBHBIX CIOSX MHOKap/a U allonTo3y KapIuOMHOLIUTOB.

[Yang K. et al. Apical hypertrophic cardiomyopathy with left ventricular apical aneurysm: prevalence, cardiac
magnetic resonance characteristics, and prognosis // European Heart Journal - Cardiovascular Imaging. 2020. Vol.

21. Nel2. P.1341-1350.

Calabretta R. et al. Evaluation of stress myocardial blood flow patterns in patients with apical hypertrophic

cardiomyopathy // J Nucl Cardiol. 2022. Vol.29. Ne4. P.1946-1951. ].

[To pa3mepy BepXyllleuHbIC aHEBPH3MBI PA3NCISAIOT Ha Maible (<2 cMm), cpennue (2-4 cM) u
oomnpmme (>4 cm). Rowin E.J. u coaBTops! B nccnenoBannu 2017 rojga He BBISBHIN B3aHMOCBS3U
MEXIy Pa3MEepOM aHEBPU3MBI U KIIMHUICCKUM UCX0M0M. OHAKO MPH 3TOM OBUIO OTMEYEHO, YTO
okoso 20% cmydaeB TpoMOOIMOOIUYECKUX COOBITUI U 00pa3zoBaHus Tpomba B Bepxymike JIK
MIPOM3OIILIO MPU aHEBPHU3MAX MaJbIX pa3MepoB, B TO Bpems kak okojio 70% coOwituii BCC ObL10

y TIAIIMEHTOB CO CPEIHUMH U OOJIBIIUMU aHEBPU3MAMU. [Rowin E.J. et al. Hypertrophic cardiomyopathy

with left ventricular apical aneurysm: implications for risk stratification and management // J Am Coll Cardiol. 2017.

Vol.69. P. 761-773. ].

Bepxyiieunble aHEeBpHU3MBI SABISIOTCS HE3aBUCUMBIM IPEIUKTOPOM MOTEHIMAIBHO JIETAIBHBIX
apUTMHM, BKIIOYas HEYCTOMUMBYIO U YCTOWYMBYIO >KelyaoukoByro Taxukapauio (OKT) u

bubpumsanuio xenyaoukoB (DXK).

[Cui L. et al. Mid-Ventricular Obstructive Hypertrophic Cardio-myopathy and Apical Aneurysm Mimicking Acute ST-
Elevation Myocardial Infarction. Annals of Noninvasive Electrocardiology. 2016. Vol.21. Nel. P. 98-101.

Morner S. et al. Arrhythmogenic left ventricular apical aneurysm in hypertrophic cardiomyopathy // International

Journal of Cardiology. 2011. Vol.151. Nel. P.8—P.9.

Dilaveris P, A. C. (2017;22(3):e12422). Sustained ventricular tachycardia as a first manifestation of hypertrophic
cardiomyopathy with mid-ventricular obstruction and apical aneurysm in an elderly female patient. Annals of

Noninvasive Electrocardiology.

Pérez-Riera A.R., B.-B. R. ( 2017;22(3):e12422). Mid-ventricular Hypertrophic Obstructive Cardiomyopathy with
Apical Aneurysm Complicated with Syncope by Sustained Monomorphic Ventricular Tachycardia. Annals of

Noninvasive Electrocardiology. |.
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OGmactu pyOleBaHus MHOKap/a, MpUJIETAIINe K pyOIlOoBOMY O0OAKY aHEBPHU3MBI Ha CTBHIKE
YKU3HECTIOCOOHOM M aHOMAIILHOM TKaHM, I7Ie BO3HUKAIOT KOHTYPHI re-entry, IpeaCTaBISIFOT COOOU
MEPBUYHBIN aPUTMOTCHHBIN CyOCTpar Ui BO3HUKHOBEHHUS 3JIOKAYECTBEHHBIX JKEITYIOYKOBBIX

TaXHApUTMUN HE3aBUCHUMO OT pa3sMepa aHEeBPU3MBL. [Rowin EJ, Maron BJ, Haas TS, Garberich RF, Wang

W, Link MS, Maron MS. Hypertrophic Cardiomyopathy With Left Ventricular Apical Aneurysm: Implications for Risk
Stratification and Management. J Am Coll Cardiol. 2017 Feb 21,69(7):761-773. doi: 10.1016/jjacc.2016.11.063. ].

Hanuuue BepxyliedHol aHEBPU3MBI aCCOLIMUPOBAHO € 4X-KpaTHBIM yBenuueHueM pucka BCC u
6-KpaTHBIM YBEJIIMYCHHEM pHCKa TPOMOO3IMOOIMYECKUX COOBITHII/00pazoBaHueM Tpomba B

Bepxyuke JIK. [Papanastasiou C.A., Z. T. (2021, 1;332:127-132). Prognostic role of left ventricular apical

aneurysm in hypertrophic cardiomyopathy: A systematic review and meta-analysis. International Journal of

Cardiology. |

B 2020 roay B ony0nukoBaHHBIX Pekomenaanusm Ameprukanckoit Accoruanuu Kapauosiaoros mo
nuarHoctuke u jedeHuto ['KMII nanuyue BepxylieuHoi aHEBPU3MBI (HE3aBHCHUMO OT pa3mepa)

BIIEPBBIC BOIIUIO B CHMCOK YCTAaHOBJICHHBIX KIMHUYECKHX (hakropoB pucka BCC mpu I'KMIIL.

[Ommen SR, Mital S, Burke MA, Day SM, Deswal A, Elliott P, Evanovich LL, Hung J, Joglar JA, Kantor P, Kimmelstiel
C, Kittleson M, Link MS, Maron MS, Martinez MW, Miyake CY, Schaff HV, Semsarian C, Sorajja P. 2020 AHA/ACC
Guideline for the Diagnosis and Treatment of Patients With Hypertrophic Cardiomyopathy: Executive Summary. A
Report of the American College of Cardiology/American Heart Association Joint Committee on Clinical Practice

Guidelines. Circulation. 2020 Dec 22,;142(25):e533-¢557. ]

Bepxyiieunbie aHeBpu3Mbl MOTYT pa3BUBaThes U npu Oosie3uu @adpu (10 10% ciayqaes), kak npu
ee TunuyHOM Mopdonornyeckoir dopme (cummerpuunoi IJDK), Tak v nmpu aTUNUYHBIX —

ACHMMETPUYHOM U anlUKaNbHOM. [Chang HC, Kuo L, Sung SH, Weng CY, Chen CK, Niu DM, Chen SA, Yu WC.

Left Ventricular Apical Aneurysm in Fabry Disease: Implications for Clinical Significance and Risk Stratification. J
Am Heart Assoc. 2023 Jan 3;12(1):e027041]

ABTOHOMHAasA IMcPyHKUMS

HOKaBaHO, 4TO y MAallUCHTOB C I'KMII HapylmieHa CUMIIaTHUYCCKasd MHHEPBALUA B CEPALC U 3TH
HApymeHusd IPOrpeCCUpPYyrOT IMPU Pa3BUTHUKU HETATUBHOI'O0 PEMOACINPOBAHUSA (CI/ICTOHI/I‘{eCKaﬂ

TuCcYHKIMS U TUTATAIMOHHAS CTamus) [Terai H, Shimizu M, Ino H. et al. Changes in cardiac sympathetic
nerve innervation and activity in pathophysiologic transition from typical to end-stage hypertrophic cardiomyopathy.

J Nucl Med. 2003 Oct;44(10):1612-7. ]. Tlpu3nakamu nucyHKIUU BereTaTUBHON HEPBHOM CHCTEMBI
apinsiercs HeagekBaTHas peakuus A/l u UCC na Harpy3ky. CienyeTr yuuThIBaTh, 4TO HealeKBaTHas
peakiust AJl Ha @H Taxoke MoxeT ObITh 00YCIIOBIIEHA YHUCTO FEMOJUHAMUYECKUMH TPUUMHAMU —
HeznocTarouHbiM npupoctoM YO npu @H (mansiii K/1O JDK + HapymeHue n1muacToiandeckoro

HanonHenus JOK + yBenmuenue o0ctpykuuu BTJDK npu ©H),
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Henocrarounsim npupoctoM Al mpu @H cuuraercsa yBenuuenue AJl Menee, uem Ha 20 MM pT.CT.

Ha nuke ®H wim nagenne AJl 6onee, yem Ha 20 MM PT.CT. OT MHUKOBOM B mporiecce @H /Ommen

S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-e240. doi:

10.1016/j.jacc.2020.08.045. ].

VY nanuentoB ¢ ' KMII taxke BoisiBiisiercst Hepoctarounbiii mpupoct YCC npu ®H (peseps UCC
- orHomenue nmukoBoir YCC k ucxomnoi npu crpecc-3xoKI'). Crenens cHmkenus pesepsa UCC
HE 3aBHCHT OT TpueMa OeTa-O0IOKaTOpOB U SIBIISETCS HE3aBUCHMBIM IPEAUKTOPOM ILIOXOTO

nporuo3sa [Ciampi Q, Olivotto I, Peteiro J, et al. Prognostic Value of Reduced Heart Rate Reserve during Exercise

in Hypertrophic Cardiomyopathy. J Clin Med. 2021 Mar 24;10(7):1347. doi: 10.3390/jcm10071347. ].

Crnenyer yuuThIBaTh , YTO B CTapuieidl BO3pacTHOW IpyIie NallMEHTOB HAJIWYME aBTOHOMHOMN
TUCQYHKIMM  TpeOyeT UCKIIOUEHHsT KapIuadbHBIX (opM ammionmo3a (cM. pasgen

g depeHnaIbHOro uarnosa ¢ penoxkonusivu I'KMIT).

Jlerounasi THIICPTCH3USA

['mcronornyeckre AaHHble OKA3bIBAIOT, YTO Y MallMeHTOB ¢ 00cTpykTuBHOU ['KMII mpoucxonut
pPEMOAEIMPOBAHNE KaK apTEpUalbHBIX, TaK W BEHO3HBIX COCYIOB Jerkux. Ortmeuaercs
runepTpodus COCyaUCTOM CTEHKM W YBelIMuuBaeTcss nojs ¢Guopo3Hoil TkaHu. [Ipum sTom

MOBBILICHHUE JABJIECHUS B JIETOUHOM apTepUH MOXKET ObITh HEOONBIIUM [Maron BA, Kleiner DE, Arons

E, Wertheim BM, Sharma NS, Haley KJ, Samokhin AO, Rowin EJ, Maron MS, Rosing DR, Maron BJ. Evidence of
Advanced Pulmonary Vascular Remodeling in Obstructive Hypertrophic Cardiomyopathy With Pulmonary
Hypertension. Chest. 2023 Mar;163(3):678-686. doi: 10.1016/j.chest.2022.09.040. ].

Y 20% mnaumentoB ¢ I'KMII u HOpManpHBIM [aBJI€HMEM B JIETOYHOM apTEepUM B IIOKOE

PETUCTPUPYETCS €ro MOBbIIEHUE U cTpecc-3xX0KT.

[Re F, Halasz G, Moroni F, Beltrami M, Baratta P, Avella A, Zachara E, Olivotto 1. Exercise-induced pulmonary
hypertension in hypertrophic cardiomyopathy: a combined cardiopulmonary exercise test-echocardiographic study.

Int J Cardiovasc Imaging. 2022 Nov,;38(11):2345-2352. doi: 10.1007/s10554-022-02671-3. ].

Jlerounasi runepTeHsus (cpenHee NaBI€HUE B JIETOUHOM aprepuu >25 mmHg npu nHBa3MBHOM
u3MepeHun) BorBigeTcs y 50% cumntomubIx manueHToB ¢ XCH ¢ mokazaHUsIMM K PeayKLIUU
MXII. ¥V nexoropsix 6ombHbIX (10 10%) auarHoctupyercs npekanwuisipHas JII' (maBnenue
3aKJIMHUBAHUS JIETOYHOM aprepun <15 mmHg, nmerounoe cocyaucroe comnpotuBieHue >3.0
enunull Byna). [lanumentsl ¢ mpekanwuigpHoi JII' mo apyrum mapamerpaM 3HauyuMoO He

otnuyasnuch oT Japyrux nanueHtoB ¢ 'KMII u JII. Crenenp noBwilieHUs AaBieHus B JIA B
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nuamna3zone 40-60 mm pr.ct. [locne CMD naBnenue B JIA cHXaeTcs, HO HE O HOPMaJbHBIX

BCJIMYHH.

[Covella M, Rowin EJ, Hill NS, Preston IR, Milan A, Opotowsky AR, Maron BJ, Maron MS, Maron BA. Mechanism
of Progressive Heart Failure and Significance of Pulmonary Hypertension in Obstructive Hypertrophic
Cardiomyopathy. Circ Heart Fail. 2017 Apr;10(4):e003689. doi: 10.1161/CIRCHEARTFAILURE.116.003689.

Geske JB, Konecny T, Ommen SR, Nishimura RA, Sorajja P, Schaff HV, Ackerman MJ, Gersh BJ. Surgical myectomy
improves pulmonary hypertension in obstructive hypertrophic cardiomyopathy. Eur Heart J. 2014 Aug 7;35(30):2032-
9. doi: 10.1093/eurheartj/eht537. Epub 2013 Dec 13. PMID: 24334721. ].

Jlerounas runepreH3us sIBISETCS MPEAUKTOPOM IT0X0ro mporuosa npu ['KMIIL.

1.3 Dnuaemuosnorus 3a00/1eBaHus WIH COCTOSIHUSA (TPyINbI 3200J1eBAHUNA N

COCTOSIHMA)

[Tpu 'KMIT Het yeTkoi reorpaduueckoi, STHUYECKON UITH ITOJIOBOM CTPYKTYPBI PacIIpeIeIICHUS.

'KMII — mnpakTuuecKku eIUHCTBEHHOE KapJHOBacCKyIsIpHOE 3a00JieBaHHE, KOTOPOE MOXKET
MaHHu(ecTupoBaTh B JHOOOM BO3pacTe 4elloBeKa OT MJIajieH4YecTBa 10 IIyOOKOH crapocTu (cC
nepBbIx AHEH 10 90 u Gosee J1eT); Ipy 3TOM CpeIHUN BO3pACT NAllMEHTOB IIPU YCTAHOBKE AMAarHO3a

cocrasiger 3040 ieT.

ComacHo JaHHBIM 3IMUJICMHUOJIOINYCCKUX HCCJIGIIOBaHI/Iﬁ, MMPOBOJAUMBIX B PA3HBIX YaCTAX CBCTA,
pacnpoctpaneHHocTs ['KMII coctaBnser 1:500 B oOmieit momymsinuu. B pa3HbIX BO3pacTHBIX

Koroprax oHa Bapsupyercs ot 1:500 no 1:200.

[Tpu npumeHenun 6osee yyBCTBUTENbHBIX MeToA0B Buzyanuzauuu (MPT, KT) u Oonee mmpoxom
MCIIOJIb30BaHUM T'€HETUYECKOI0 TECTUPOBAHUS M KAaCKaJHOTO CKPUHMHIA Ul POJICTBEHHUKOB

nepBoii auHKUN poacTBa pacnpoctpaneHHocTs 'KMII cootBerctByet 0,6% (1:167) .

UYacrota B o0O11ei nonynsuuu npessiiiaet Bcrpedaemocts ' KMII B kapauonorndeckoi mpakTHKe,
TaK Kak O0JblIasi YaCTh NAI[MEHTOB OCTAETCSl HEUJECHTUPUIIMPOBAHHON BBU1Y OECCUMIITOMHOCTH.
[Tpu BbIsIBIEHUH TUNIEPTPOPHU cep/lia B CTAPIIUX BO3PACTHBIX TpyHnax u TomumHae cteHku JDK
12 MM 1 6osiee HeOOXOAUMO YUUTHIBATh BO3MOXKHOCTH (perokonuit ' KMII u Bropuunoit ITDK [3,

4,28, 31, 134, 135].

[Finocchiaro G. et al. Impact of demographic features, lifestyle, and comorbidities on the clinical expression of

hypertrophic cardiomyopathy // J. Am. Heart Assoc. 2017. Vol. 6, Ne 12. P. e007161.

Maron B.J. et al. Epidemiology of Hypertrophic Cardiomyopathy—Related Death // Circulation. 2000. Vol. 102, Ne §.
P 858-864.
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Semsarian C. et al. New perspectives on the prevalence of hypertrophic cardiomyopathy //J. Am. Coll. Cardiol. 2015.
Vol. 65, Ne 12. P. 1249—1254. ].

HmeroTcs pa3nuynsi B aMepUKaHCKOM U €BPOMEHCKOM KitaccupukannoHubix noaxonax k 'KMIT.
[Tpu amepukanckom noaxoze nog I'KMII nonumarorces npeumyiiectBeHHO capkomepHbie ['KMIT,
pu 3TOM 3a00JIeBaHUs, NIPU KOTOPBIX MOXKET BBIABIATHCS T. Ha3. [ KMII-penorun (Tommuua
muokapaa JOK > 15 mwm, Ho mpu 3tom [JIK oOycnosnena 3adoneBanreM ¢ ormndHbiMu 0T ['KMIT

stuonorueit u marorenezom; ' KMII-penorun # I'KMII) k pyOpuxe [ KMII e otHOCSTCS [Ommen

S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-e240. doi.:

10.1016/j.jacc.2020.08.045]. Ilpu eBponeiickoM noaxone B pyopuky I'KMII BxmrouaroTcsi Takxke
denokonuun 'KMII, o6o3nauaembie kak ['KMII, umeronue cnenu@uyueckyro NPUYUHY. ITO
BHOCHT OIPEICIICHHYIO0 TEPMUHOJIIOTUYECKYIO TyTaHUIY B aHalu3 (B T.4. U snuaeMuonorun) Kak
npumep: [Lioncino M, Monda E, Verrillo F, Moscarella E, et al. Hypertrophic Cardiomyopathy in

RASopathies: Diagnosis, Clinical Characteristics, Prognostic Implications, and Management. Heart Fail
Clin. 2022 Jan;18(1):19-29. doi: 10.1016/j.hfc.2021.07.004. Epub 2021 Oct 25. PMID: 34776080,
PMCID: PMC9674037. ].

B oreuectBennbix KP ¢enoxornmu k 'KMIT He oTHOCATCS.

B nepByto ouepenp 310 Kacaercss TpaHcTUpPeTHMHOBBIX (TTP) amunomaHbIX KapInOMHONATHUM.
Bripensitor asa tuna TTP-KMII — HaTHBHOTO, HOPMAJIBHOTO «UKOTO» THUIA , TPUOOPETESHHBIN

HeHaCHeﬂCTBCHHBIﬁ AMHJION 03 CEpAlld, K KOTOPOMY OTHOCHUTCH OOIBLIIHMHCTBO CJIy4acB 0oJ1e3Hn
[Maurer MS, Hanna M, Grogan M, et al. Genotype and Phenotype of Transthyretin Cardiac yloidosis: THAOS
(Transthyretin Amyloid Outcome Survey). J Am Coll Cardiol. 2016 Jul 12;68(2):161-72.], 1 HACJIEACTBEHHOTO

tuna. Amunouanas TTP-KMII Bxogut B mepeuenbr  penkux (opdaHHBIX) 3a00J€BaHUN OT
21.06.2020 Amunonansie TTP-KMII yacto He AMarHOCTUPYIOTCS U3-32 TOTO, YTO HAIIOMUHAIOT

JpyTUe MPUYUHBI TUIIEpTpodun JeBoro xenynouka, Takue [ KMII, AI' u aopranbHblil cTeHO3
[Rigopoulos, A. G., M. Ali, E. Abate, A. R. Torky, M. Matiakis, M. Mammadov, H. Melnyk, A. Vogt, R. de Vecchis, B.
Bigalke, W. Wohlgemuth, S. Mavrogeni and M. Noutsias (2019). "Advances in the diagnosis and treatment of
transthyretin amyloidosis with cardiac involvement.” Heart Fail Rev 24(4): 521-533]

1.4 OcobeHHOCTH KOAMPOBAHMS 3200/1€BAHUS MJIM COCTOSIHUS (TPYNIIbI
3a00J1eBaHUH WJIM COCTOSIHUIT) 110 MeKTyHAPOAHOM CTATHCTHYECKOM

kiaccupurkanum 0os1e3Held M MPodIeM, CBA3aHHBIX CO 310POBbEM
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142.1 — OO6c¢ctpykTHBHAs runepTpodudeckas KapaAuOMHOIIATHSI.

142.2 — Jlpyras runeprpoduyeckas KapIuOMHUOTIATHS.

1.5 Knaccudukanus 3a00/1eBaHNsI WIH COCTOSIHUSA (TPyNIbI 3200/1eBAaHUNA WU

COCTOSIHM )

B noBcenHEBHOW KIMHMYECKOH MpPAaKTUKE TMPUMEHSIOT HECKOJIBKO KIacCU(UKAIIMOHHBIX

MOAXO/0B — KIMHUYECKUH, TeMOIMHAMUYECKUI, MOP(POJIOTHUECKUN, TeHETUIECKUH.
Knunnueckue Bapuantsl TeueHuss ' KMII — cm. paznen 1.6.
I'emonnHaMu4YecKkuii NPUHIUN KJIaccuPUKAIMU

B 3aBucumocTtn ot Hammums wim orcyrcTBUs oOctpykimu BTJDK B mokoe m mpu Harpyske

BBIACIIOT ciienyroniue BapuanTsl [ KMII:
- neobctpyktuBHas [ KMIT: I'/] 8 BTJIDK <30 MM pT.CT. B HOKOE U MpU Harpy3Ke

- ooctpyktuBHas ['KMIT: '] 8 BTJDK >30 (50) MM pT. CT. B MOKOE U NpH Harpy3ke. B Tom
ymclie JjareHTHas ooctpykuus, npu kotopoit I'J] 8 BTJDK <30 B mokoe u >30 (50) mm pT. cT. nipu

Harpy3ke (nmogapoOnee kpurepuu ooctpykiuu BTJIK cMm. B paznene «JluarHoctuka)

Mopdgonornyecknii npuHuun kiaaccupuxannu 'KMII

Acummerpuynas popma 'KMII

. IMuneprpodus MXKII (+/- BoBneuenue [10K)

. bazanbnoit yactu MXKII (cybaopTanbHas)

. CurmoBuiHas MKII

. I'uneptpodus Beeit MKII

. HBosikoBeimykiass ~ MOKII  (amrn.  «reverse  curve») —  MPEUMYIIECTBEHHO

cpennexenynoukoBas runieptpoduss MKII 6e3 BoBneuenns ceoboaHom crerku JIK [136, 137]

. Komb6unuposannas (MXII + apyroit otaen JOK nnu [1K)
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I'unieprpodus apyroii crenku JOK (6okoBasi, 3a1Hss)
- AnukanpHas runeptpodus (+/- cpenuaHbIe cermeHThl JIK)

- CpennexenynoukoBas ' KMII (¢ BoBneueHuem cpeauHHbIX 0T/Ae10B He Toiabko MXKII, Ho

u cBoOoHou crenku JDK, JIK Trma «mecounbie 9achi»)

- Cummerpuunas popma 'KMIT

[To manHBIM MHOTOLIEHTPOBOTO peructpa manueHtoB ¢ 'KMII 6onee 80% mnamuentoB ¢ ['KMII
OTHOCSTCS K IByM MOP(OJIOrHUECKUM NOATUTIAM - runepTpodust 6azanpaoit yact MXKII (46%)

u nBosikoBbinykiias MXKII (38%). [Neubauer S, Kolm P, Ho CY, Kwong RY, Desai MY, Dolman SF, Appelbaum
E, Desvigne-Nickens P, DiMarco JP, Friedrich MG, Geller N, Harper AR, Jarolim P, Jerosch-Herold M, Kim DY,
Maron MS, Schulz-Menger J, Piechnik SK, Thomson K, Zhang C, Watkins H, Weintraub WS, Kramer CM; HCMR
Investigators. Distinct Subgroups in Hypertrophic Cardiomyopathy in the NHLBI HCM Registry. J Am Coll Cardiol.

2019 Nov 12;74(19):2333-2345. doi: 10.1016/j.jacc.2019.08.1057. ].

Konnenrpuueckass ['KMII cocraBusier 1% ciydaeB, cpeqHEKENyTouKoBas OOCTPYKTHUBHAs

['KMII ¢ popmupoBanuem BepxyiieuHoil aneBpu3Msl - 3%), Bepxyieunas [ KMII - 8%.

Knuanyeckue ocoOeHHOCTH HamOojiee YacTO BCTPEYAIOLIMXCS MOP(OIOTHYECKHX IMOATHIIOB

I'KMII npeacrasienst B Tabauue 13, Ipunoxenue I'3.

Ilo crenenn BbIpa:KeHHOCTH TUNepPTPOpUH

1. «YmepeHHasi» (B aHTJIOSI3BIYHOM JIMTEPATYPE UCIIOIB3YyETCsI TePMHUH «mildy)
— (MakcuManpbHas ToimuHa cteHkd JDK <18 mm).
2. TIpomexyTodHas.

3.  DkcrpemanbHas (MakcuMalibHas ToimuHa cteHKkH JIDK >30 mm).

IMpennokena knaccudukanus kapauomuonatuii MOGE(S) (2013), kotopas
BBIZICJISIET HE TOJIBKO «KJIACCHYECKHEe» MOopdodyHKIIHOHATBHBIE (EHOTHUITBI
(runtepTpoduUueCKuii, TUIATAITMOHHBINA, PECTPUKTUBHBINA, apUTMOTE€HHAST TUCILIA3US,
HEKOMITAaKTHBIM MHUOKap/), HO U cMmeranubie peHoTursl (mpu I'KMIT — cm. Tabauity
IT 2, ITpunoxenue 1'3) [15, 43, 139].

[Typanvuyx M.B., Hosux I'A., I'voxosa A.Al. Ocobennocmu meuenusi KapouoMuonamuii ¢ pecmpukmueHbiM
Genomunom, 00YCIOGIEHHBIX MYMAYUAMU 2€HOG cepOeyHo20 mpononuna 1 u decmuna, u aicopummvl Uux
ouaenocmuxu // Ileduampuueckasn gpapmaxonozusn. 2011. T. 8. No 4. C. 112-116.

Arbustini E. et al. The MOGE(S) classification for a phenotype-genotype nomenclature of cardiomyopathy: Endorsed
by the world heart federation // J. Am. Coll. Cardiol. 2013. Vol. 62, No 22. P. 2046-2072.
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Gudkova A. et al. Diagnostic challenge in desmin cardiomyopathy with transformation of clinical phenotypes //
Pediatr. Cardiol. 2013. Vol. 34, No 2. P. 467-470].

Kimmnuko-mopgoioruyeckas kiaaccupukanus no craaguam 'KMIT:

B 2012 . Olivotto I u coaBTops! Beinenwnu 4 craguu pa3Butust [ KMIL [Olivotto I, Cecchi F, Poggesi

C, Yacoub MH. Patterns of disease progression in hypertrophic cardiomyopathy: an individualized approach to
clinical staging. Circ Heart Fail. 2012 Jul 1;5(4):535-46. doi: 10.1161/CIRCHEARTFAILURE.112.967026].

1 cragus: porumepTpoduyecKkas - ITal B pa3BUTHUU 3a00JICBAHUS Yy  JIUI, SBJISIONIMXCS
HOcUTENsIMU ~ MyTanui, BbbIBatommx ['KMII npu  KoTOpoil  OTCYTCTBYIOT —MNpPHU3HAKU

runeprpodun Muokap/a, onpeesieMble ¢ TOMOIIbIO BU3YaTU3UPYIOLINX METOIMK.

2 cranus: «knaccuueckuid penotun» ['KMII - stan, npu kotopoM runeprpoduueckuii GeHoTUun
nonHocThio BeipakeH, JOK runepaunamuuen (OB JIK >65% no nanasim MPT), pu oTcyTcTBUM
OOmMpHBIX  (UOPO3HBIX  M3MCHEHUW,  CBHJCTCIBCTBYIOIIUX O  HEOIArompUsSTHOM

POrPEeCCUPOBAHUHU 3a00ICBaHMUSL.

3 craaus: HEraTUBHOE pPEMOJEIMPOBAHME - JTall, KOTOPBIA OINpeAeNseTcsl HaJuduem
HEOJIArONPUATHBIX CTPYKTYPHBIX M3MEHEHUH, HAKIAAbIBAIOIINXCA Ha "KiIaccuyeckuit" heHoTun
['KMII, Beipakatonmxcst B Hapactatomiem Gpuopose JDK u yxXyameHun CHCTOIMYECKON (QYyHKINU
JDK (@B JIXX B auanaszone ot 50% m0 65% no nganasiM MPT), mpu OTHOCUTENBHO COXPaHHOM

KIIMHUYCCKOM U TreMOANHAMUYCCKOM CTAaTyCC.

4 cramua: BbIpakeHHas AUCPYHKUMS - 9dTan  KiauHUdeckoro  passutus [KMIIL,
xapakrepu3yromuiics cuctonnueckoit nuchynkmeit JOK (OB JDK <50% no manueim MPT),
COIIPOBOXKAAIOLIMICA KpaliHel cTeneHbio Gudpo3a U peMoJeTupOBaHHs U OOBIYHO CBSI3aHHBIN C

FGMOHHHaMquCKOﬁ JIGKOMHCHcaIII/Ieﬁ u H€6JIaFOHpI/I$ITHI)IM HUCXOA0M.

B Hacrosmux PEKOMCHAaUAX 3 nu 4 cragus 06I>e,Z[I/IHeHLI TCPMUHOM «HCTATUBHOC

PEMOIETUPOBAHUE.
OXO-KI" npusnaku «kiaaccuueckoro penoruna» 'KMII:

e acumMmerpuuHas [JDK;

e pa3zmep nosoctu JOK B mpenenax HOpManbHBIX 3HaYE€HUI/ YMEHbIIICHHBIH;
e OB JIXK >65% (o nanasiM MPT);

e oOcTpykuus BTJDK;

e nuacronudeckas pynkuus JOK coxpanena unu nuacronudeckas nuchynkuus JOK 1 crenenu
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1.6 Kiiunnyeckasi KapTuHa 3200/1€eBAHUA WIH COCTOSIHUS (TPYyNIIbI

3a200/1eBaHMI WJIM COCTOSTHMIN)

I'KMII — 3abGoneBaHue, XapaKTEPHU3YIOIIEECsS BBIPAXKCHHOW T'€TePOreHHOCTHIO

KIMHUYCCKHX HpOﬂBHCHHﬁ.

Kuaunnyeckue BapuanThl Tedyenusa I'KMII:

1. BCC - moxet ormeuaTthbcs 1pu JroooMm BapuaHte TeueHus: [ KMII, B Tom uncne
0e3 mpeAIIeCTBYIOMICH CHUMIITOMATUKN (HanOOJiee 4acTO BCTPEUYACTCS Y MOJIOABIX
narueHToB < 35 jeT, BKIIto4asi CIIOPTCMEHOB).

2. beccuMInToMHOE TEYEHHE - BCTpEYaeTCsi Yy IIAlUeHTOB C HCXOIHO
HeoOcTpykTUuBHOU opmoiit 'KMII (nebomnpiasi crerieHb runepTpoduu MUOKap/a,
6e3 conyrcTByromux anomanuit MK). IIpogomKuTeIbHOCTh KU3HUY STUX MAIlUEHTOB
Kak B oOmieil momynsauun - 75 et u 6osee. TakkeOGeCCUMITOMHBIMUA MOTYT OBITh
ManueHTsl ¢ HeOoabmion creneHbio obctpykumu BTJIDK (B mokoe w/mimm npm
HarpyskKe).

3. CumnromMHoe crtabuwibHoe (Ha  (QoHEe  MEIAMKAaMEHTO3HOH  Teparuu)
N00pPOKAUYEeCTBEHHOE TEUCHHUE

a. y TIAIIMEHTOB C UCXOJIHO HeoOCTpyKTUBHOM (opmoit 'KMII

b. npu OI'KMII ¢ nebonbmmoii ctrenenbio ooctpykiuu BTJDK.

4. CumnroMHoe ocioxxkHeHHoe TedeHne ' KMII nposiBnsiercs:

-  ¢ubpwursanued nOpeacepanii — napoKCcHU3MaldbHas, MNEePCUCTUpPYIOIIas WU
noctosinHas (ot 25 po 30%), accoumupoBaHHAsI C CEePAEYHOUN HEIOCTATOUHOCTHIO
Pa3JIMYHON CTENEeHU BBIPA’)KEHHOCTHU U MOBBIILIEHHBIM PUCKOM TPOMOO3MOOINYECKUX

OCJIO)KHEHUH, BKJIFOYasi UHCYJIBT

- XCH - nosiBneHue OfpIIIKH, C1a00CTH, YTOMIIIEMOCTH, B COYETAHNUH, TPECUHKOIBI U CHUHKOIIBI,
aputmuu. Hapacranue tsxectu XCH no [II-IV ®K (NYHA) nipu coxpaneHHON cHCTOINYECKOM

byukuun JDK

- CUHZIpOM CTEHOKapauu (B TOM YHUCIIE aTUMUYHBIA O0JIEBOW CHHAPOM) WK O6e3001eBast UIIIEMHUS.

Nmemus muokapaa npu ['KMII moxet ocnoxuaTees UM 2 Tuma.

- CUMIITOMHOE TEUCHHE C HETaTUBHBIM pPEMOACINPOBAHUCM
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a) «KonHeuHast craausi»: AajbHEWIIEe MPOrPECCUPOBAHUE SIBICHUN 3aCTOMHOW CEpACUHOU
HEJ0CTaTOUYHOCTHU, CBI3AHHOU C HETaTUBHBIM PEMOJICTUPOBAHUEM U BBIPAXKEHHOM CUCTOJINYECKOM
w/wim  nuacronuueckord nucynkuueit JOK.  Ilpm stom k ocHoBHomy I['KMII-denorumy
MPUCOCAUHSIETCS JOMOJHUTENbHBIA (EHOTUN — JAWJIATAllMOHHBIA WM PECTPUKTUBHBIH,
ob6o3nauaemblie kak nuiatarumoHHas ctaaus ['KMII (al' KMII) wnun 'KMII ¢ pecTpuKTUBHBIM
denoruniom (pI'’KMII) coorBerctBenHo. Crenenp ynenudenus JOK B aunmaranuoHHOW cragum
['KMII, xak mpaBwmio, HeOobmas, 6onee Toro, pazmep u oobeM JDK mMoxer ObITh B Tpenenax
HOPMaJILHBIX 3HAYEHUH, HO IPH 3TOM JUHAMHUKA CBUJIETEILCTBYET O aruiatanuu (Harp. KJPmxk 35

MM — 55 MM, TIpH YCIIOBUU KOPPEKTHOTO U3MEPEHU).

B munaranmonnoit cranuu ['KMII moxer HaOnonarbes yMeHbIIeHUE TONMIUHBI Muokapaa JIK —
Tak Ha3plBaeMbli (EHOMEH «BbITOpaHUs runeprpoduu», 0OYCIOBIEHHBIH TUOENBIO

KapJIMOMHUOLIUTOB.
0) PaszButue Bepxymeunoit aneBpusmbl JIK

dopMaTu30BaHHBIA TOIXOMA, MPEMIOKEHHBIA [Rowin E.J., Maron M.S. u coasm. [Rowin E.J. et al.
Interaction of Adverse Disease Related Pathways in Hypertrophic Cardiomyopathy // Am. J. Cardiol. 2017. Vol. 120,

No 12. P. 2256- 2264.], K OLIEHKE BapHAHTOB KJIMHUYECKOIO TEUEHHUS IpEUlaraeT Y4YUTHIBaTh Y
naiueHTa ofHoro u Oomee omHoro cunapoma (XCH+®II), (XCH+BCC), (@II+BCC),
(XCH+OII+BCC) u ucnosib3oBaHHE TEPMHUHA «IIPOTPECCUpPYIOIIEe TEUeHHE CHUMITOMHOMN

I'KMIT».

OCHOBHBIE KIIMHUKO-MOP(OIOrHYeCKUe BapUaHThl TEUEHUS U HcXo/bl 3aboneBanus npu I'KMIIT

npezacrasiensl B Tadauue 1115, Ipunoxenue I'1

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force
on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Bos J.M., Ommen S.R., Ackerman M.J. Genetics of hypertrophic cardiomyopathy: one, two, or more diseases? // Curr.
Opin. Cardiol. 2007. Vol. 22, No 3. P. 193—199.

Tyokosa A.A. Xapaxmepucmuxa meueHus 0OCMPYKMUBHOU SUNepmpo@duueckol KapOuoMUOnamuu y G3pOCiblX
(0630p umepamypuvl u pe3yrbmamol COOCMEEnHbIX uccredosanuti) // Apmepuanvhnasn eunepmensus. 2008. T. 14. No

2, [lpunoocenue 2. C. 39—-49.
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Harris K.M. et al. Prevalence, clinical profile, and significance of left ventricular remodeling in the end-stage phase
of hypertrophic cardiomyopathy // Circulation. 2006. Vol. 114, No 3. P. 216-225.

Rowin E.J. et al. Interaction of Adverse Disease Related Pathways in Hypertrophic Cardiomyopathy // Am. J. Cardiol.
2017. Vol. 120, No 12. P. 2256- 2264.

Tabpycenxo C.A. u Op. Knunuxo-eemoounHamuieckuii Cmamyc u cepoeunvle Hampuiypemuyeckue nenmuobl 8 niasme
boabHbIX cunepmpoghuueckol kapouomuonamueti // Kapouonoeuuecxuii gecmuux (Broainemens PKHIIK). 2006. T. 1.

No 2. C. 2531

Cmpenvyosa A.A., Tyoxkosa A.A., Kocmapesa A.A. Quopumnayus npedcepouii npu unepmpouieckoui
KapouomMuonamuu: cospemennvlie achekmsl SNU0emMuono2ul, pakmopos pucka, namozenesa u apmaxomepanuu //

Cons. Medicum. 2018. T. 20. No 5. C. 34-39.

Cmpenvyosa A.A. u op. [onumopghuwiii sapuanm rs1739843 zena 6enxa mennosozo woxa 7 (HSPBT) u ezo ces3w ¢
8apUAHMAMYU  KIUHUYECKO20 MeYeHUs U UCXo0amu y HAyuenmos ¢ 2unepmpoguueckoii Kapouomuonamueil

(pesynomamul 10-1emuezo nabwodenus) // Poccutickuii kapouonoeuueckutl acypuan. 2019. No 10. C. 7-15.

Jzemewxesuy C.JI. u Op. Anamomuueckue u mMopghorocuveckue NPUsHaAKu OUPPy3Ho-2eHeparu308anHol hopmol

cunepmpoguueckoii kapouomuonamuu // Poccutickuil kapouonoeuueckuti scypnan. 2015. T. 5. No 121. C. 58-63].

OO6ume npuHuunbl GopMyaupoBKU Auario3os npu FKMIT:
Hapsiny ¢ MopdohyHKITMOHATTEHBIM KJIACCOM HEOOXOAMMO YKa3aTh:
e Cewmeiinas popma

- TEHETUYECKHUI BapHAHT

- 0OHapyXKeH - KaTeropus MaTOTeHHBIN UM BEPOSTHO MaTOTCHHBIN

- 'enernyeckuii BapuaHT HE OOHAPYKEH

- ['eneTnyeckoe uccie0BaHuEe HE TPOBOAMIOCH

e Hecemeitnas hopma

- TGHETUYECKUH BapHUaHT 06Hapy>KCH MyTanus de novo- KaTeTopHsid MaTOT€HHBIN WU BCPOATHO

MMaTOreHHBIN

- TEHETUYECKUN BapHaHT HE OOHApYKEH

- FEHETUYECKOE UCCIIEIOBAHUE HE TTPOBOIAIIOCH

e BapuaHt runeptpoduu JeBoro xemynouka (aCUMMeTpruyHasi /| CHMMETPHYHAs)

o [larrepn Mmopdonorun MXKII (nBosiIKOBBIMYKIIasi, Oa3anbHas Tunerpodus, BepxylieyHas 1 T.1.)
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e VYkazarh reMOJMHAMUYECKUI BapHaHT: OOCTPYKTHBHas (B TOM 4HCIIE JaTeHTHas) /

HEOOCTPYKTUBHAs

® VYKa3aTb KJIMHUYECKUM BAPUAHT:

- BCC

- beccumnromHoe Teuenue

- CuMmrnitoMHOe cTabuibHOE (Ha POHE METMKAaMEHTO3HOM TepaIum)
- [Iporpeccupyroiee

e Ortpasuteh B mmarHoze craauro 1o Olivotto (I - IV cT.) m BapuaHTBl HEraTMBHOTO

pPEMOAEINPOBAHNUSA:
- munaranuonHas ¢aza [KMII (al KMIT)

- 'KMII ¢ 1onoiaHUTENbHBIM PECTPUKTUBHBIM (PEHOTUIIOM
- Hannuue anespusmsl JDK

e HeoOxomnMo ykaszaTh B JJMarHO3€ pacyYETHBIA PUCK BHE3AITHOHN CEpJeYHON CMEPTH M JIaTy Ha

MOMEHT CTpaTH(pUKALNH.

Kanpkymnstop» pucka BCC (¢ yuerom eBponeiickoll ¥ aMepHUKaHCKOM MOJIENH ) PEe/ICTaBIeH Ha

caiite  https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator (npu

BoinosHeHHON MPT ¢ koHTpacTupoBaHueM - BHecTu cefenus o [THI)

Bapuantsl popmyaunposku auarnosza I'KMII nocae pexyxknmn MIKII
- Cocrosiaue nmocie CMD MexxenyI0uKoBOM Neperopo/iku U3 aoptel o Moppoy (nara)

- CocrosiHHE TOCTE pach/IpeHHoﬁ MHOIOKTOMHUU MC)K)KGHYHOQKOBOﬁ MEeperopoak AOCTYIIOM

4yepe3 BepXyIIKy JieBoro xkemyaouka (gara) ['J] B BTJDK

- CocrosiHHE MOCIE pacmnpeHHoﬁ MHOIKTOMUU MC)K)KCJ'IyI[O‘IKOBOﬁ MEepEropoaKu JOCTYIIOM

yepes npasblid xkenynouek (nara) I'/] 8 BTJDK

- CocrosHue mocie PpaclIMpeHHON MHODKTOMHUH  MEKIKEITYIOYKOBOM  IEPErOpOIKH

IBYXemyno4ukoBbIM noctynomM(aara) [/l 8 BTJIK

JloGaBiaTh: ¢ BuAeonoaep kKol / ¢ moOunmn3anueit cepana; B ycnosusix MK (nepudepuueckoro

HUK), runorepmun u ®XKII/KKII (mara)
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- DTanonoBas cenranbHas adnamus. Cocrostaue nocie DCA ot (nara).

- MrutanTanus IByXKaMepHOTO KapIuoBepTep-aeGuOpmuisTopa B S3HI0KapAUaIbHOM BapHaHTE
B pexume crumyisnua DDD Vitality 2 DR. (mara) Koppekius >KemymodkoBOTO 3JIEKTPOJIA.

[Tonnoe ucromenne 6arapen nuranus (cocrosuue EOL). XCH IIA cr., 11 ®K.

IIpumepsnl GpopMyIHPOBKH JUATHO3A

1. OcnoBHoii: Hecemeiitnas ['KMII, (reHernueckoe HCClIE€IOBaHHE HE IPOBOIUIIOCH)
oocrpyktuBHas Qopma. Cragus mo Olivotto II. Acummerpuunas runeprpodus JIDK
(makcumanbHas runeptpodus - 6azanpHor yactn MXKII, SAM—cunapom. I'/] 8 BTJDK=67 mm
pr.ct. KAI'": 'emomHaMuuecky 3HAaUUMbIE€ CTEHO3bI KOPOHAPHBIX apTEPUIl OTCYTCTBYIOT (HaTa).
Cunapom CTECHOKAPIUH. Puck BCC-3,87% - HU3KUN (mara)
https://professional.heart.org/en/quidelines-and-statements/hcm-risk-calculator ~ Ocnoxuenus:
MH 0-I ct. XCH Ila ct. XCHc®B II @K, (®B 87%). OauHouyHas u mapHas mpeacepaHas

OKCTPACUCTOJINA. }Keﬂy,Z[O‘IKOBaSI OKCTPACUCTOJINA 4 I'paganuu 110 Ryan.

2. OcnoBHoli: Kapaunomuonarus co cmemanHbM peHotunoM: HeoOcTpykTHBHAs ceMeiiHast
I'KMII. Acummerpuunas tuneptpodus JDK (komOunupoBanHas rumeptpodus MXKII wu
nepenneit crenku JK). ['enetmueckoe mccnenoBanue He mpoBoaminock. Puck BCC-3,26% -

au3kuii  (matahttps://professional.heart.org/en/quidelines-and-statements/hcm-risk-calculator).

busentpukynspHas HekoMnakTHas kapauomuonarusa. Ocnoxnenue: XCH Ila ct., XCHc®B II

DK — 1 DK, (DB 76%)

3. OcnoBHoli Cemelinas renerudeckast HeoOcTpykTuBHasg ['KMII. Cranus nmo Onuorro IV
JunataunonHas ¢asa. Acummerpuunas runeprpodus JOK (Bceit MKII). I'enetndeckuii BapuaHt
MYBPC3 (chr11:47360209: C>T NM 000256.3:R724W)  maroreHeHHbI BapuaHT IO
KJIacCU(pUKauu AMEpUKAaHCKON Kkoiernu menuuuHckod reHetuku (ACMG ot 2015 ropna)
Ocnoxuenne. OI/TII napokcuzmansHas popma (CHA2DS-VASc 3, HAS-BLED 2, EHRA I1).
XKenynoukoBas skcTpacuctonus 5 rp. no Ryan. HeycroiiunBas napokcuzManbHas MOHOMOp(hHas
JKETyT0UKOBast TaxuKapIus. Bricokuii pHUCK BCC - (7,87%)
https://professional.heart.org/en/guidelines-and-statements/ncm-risk-calculator, = ummanTarms
UK]J] DF-1 (mara) XCH 116 ctr., XCHH®B 1V ¢.x. ¢ (OB- 35%) Acnur. [IBycroponHuit

ruzpoTtopakc. ['maponepukap/. 3acToiiHas renaromeranus. Peunausupyromnas TpoM603MO0Ius

MEJIKUX BeTBeH JierouHoit aprepun (natsl). [locranoBka OKMO (nata).

4. OcHoBHoii Cemeitnas HeoocTpykTuBHas [ KMII. Craxus no Olivotto IT Acummerpuanast

runeptpodus nesoro sxenxynouka (Bcst MIKII). I'enernueckoe uccienoBaHne He MPOBOANUIOCH
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beccumnromHoe TEUYECHHUE. Puck BCC-2,89% HU3KHAN (mara)

https://professional.heart.org/en/quidelines-and-statements/hcm-risk-calculator.

5. OcuoBuoii Cemeiinass neoocrpyruBHass ' KMII. Cramus mo Olivotto II I'enetnueckuit
BapuaHT He ompexaeneH. AcummerpuyHas runeptpodust JOK (nBoskosbimyknas gopma MXKII).
Puck BCC-9,87% - Boicokwuii (nata). Bnepsrie BeisiBienHas. Ocnoxuenne OXK, npegorspaiieHHas

BCC, (mara). UK]] (mara). https://professional.heart.org/en/quidelines-and-statements/hcm-risk-

calculator

2. /lmarHocTuka

Kpurtepuu nuarnoza 'KMII

Kpurepuem nuarnoza I'KMII y B3pocCIibIX SIBASIETCS YBEJIUYCHUE TOJIIHHBI CTCHKU
JOK B omnom wuimm Oonee cermeHTax > 15 MM (ompepensiemMoe  JHOOBIM
Bm3yammupyomuM  MetogoMm — OXOKI/MPT/KT), kotopas He OOBSCHSICTCS
HWCKITIOYUTEIIFHO YBEJIMUCHUEM HArpy3KH JaBJICHHEM. Y POJACTBEHHUKOB mpobOaHnaa

kputepuem aunarHo3za ['KMII sBisercst Tommmua crenku JDK,paBnas 13—14 mwm.

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-e240. doi:
10.1016/j.jacc.2020.08.045.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779. ].

JnarHoctuka MoOKeT ObITh 3aTpyaHeHa B cutyauusx coderanuss ['KMII u AI (cm.
paznen «I'KMII u AIl'»),y cnoprcmenoB u np. Taxke numarno3 ['KMII TpeOyer

nckiaouenus penokonuit 'KMIT.

Kpurepuem Bosneuenus 1K npu I'KMII sBisierca yBennuenue toamussl creHkn [DK

>5 MM, a ToamuHa Muokapaa [IDK >10 mm cuuraercs skctpemansHon ['TIK.

[Maron B.J. et al. Epidemiology of Hypertrophic Cardiomyopathy—Related Death // Circulation. 2000. Vol.
102, N2 8. P. 858-864

Maron B.J. et al. Epidemiology of Hypertrophic Cardiomyopathy—Related Death // Circulation. 2000. Vol.
102, N2 8. P. 858-864 ].

Kpurepuem nuarnosa ooctpyktuBHo 'KMII cuuraercs '/l 8 BTJDK =30 mwMm pr.
CT., B NOKO€ WIM IpoBouupyeMbli. KpurepnemM remMoanHaMHUYECKH 3HAUYUMMOU
oO0CTpyKIIMM, Korza  TpeOyroTcss  Oojlee  MHTEHCHUBHAsl  Tepanus  WIH

XUPYPTUYECKHUE/PHIO0BACKYJIpHbIE MeTOAbl JedueHus: cuutaercs [/l > 50 mMm pT. cT.
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[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):e159-e240. doi.:
10.1016/j.jacc.2020.08.045.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Parato V.M. et al. Echocardiographic diagnosis of the different phenotypes of hypertrophic
cardiomyopathy // Cardiovasc. Ultrasound. 2016. Vol. 14, /e 1. P. 30. ].

IIpu T'KMII, xpome cyOaopTalibHOH OOCTPYKIIHH, MOXET HaOII0aaThCs
CpeaHEeXenyaoukoBasi OOCTpyKIus (M30JIMpOBaHHAsT WM B COYETAHHUU C
cybaopranpHoOii). Kputepuii cpemHexery1oukoBoi ooctpyknuu - I'J[ > 30 MM pT. CT.
B IIOKO€ WJIM MPOBOLUPYEMBIN. [Ommen S.R., Mital S., Burke M.A,, et al. 2020 AHA/ACC Guideline for
the Diagnosis and Treatment of Patients With Hypertrophic Cardiomyopathy: A Report of the American College of

Cardiology/American Heart Association Joint Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020
Dec 22;76(25):e159-e240. doi: 10.1016/j.jacc.2020.08.045. ].

Kpurepuem o6ctpykuuu BTIDK cuutaercs yBenuuenue ['J] B BTIIDK > 16 mMm pT.cT. B

mokoe [Shimizu M. et al. Echocardiographic assessment of right ventricular obstruction in
hypertrophic cardiomyopathy // Circ. J. 2003. Vol. 67, Ne 10. P. 855-860. ].

2.1 ’Kas1o0bI 1 aHAMHE3

e VY BcexX MAIMEHTOB PEKOMEHOBAH JE€TaJIbHBIA aHaJIN3 Kaj100 U aHaMHe3a (B T.4.

CeMEeNHbIN aHaMHe3 /10 3-TO TTOKOJIECHMUSI)

EOK ner (Y15 VYP C)

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-¢240. doi.:
10.1016/j.jacc.2020.08.045.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Myxapnamoe H. Kapouomuonamuu. Mockea, 1990. 283 c.

Ponikowski P. et al. 2016 ESC Guidelines for the diagnosis and treatment of acute and chronic heart failure: The Task
Force for the diagnosis and treatment of acute and chronic heart failure of the European Society of Cardiology (ESC).
Developed with the special contribution // Eur. J. Heart Fail. 2016. Vol. 18, Ne 8. P. 891-975.

Maron B.J. et al. American College of Cardiology/European Society of Cardiology Clinical Expert Consensus
Document on Hypertrophic Cardiomyopathy: A report of the American College of Cardiology Foundation Task Force
on Clinical Expert Consensus Documents and the European S // Eur. Heart J. 2003. Vol. 24, Ne 21. P. 1965—-1991. ].
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KOMMeHTapHﬁZ MHO2Ue nayueHmuvl He umerom orcanob unu oMU ManosHayumenvuvl. B makux

Clyuasx ouUacHo3 cmasumcs CﬂyltaﬁHO uiu no pesyromamam CKpuHuHeaa.

Hondicen 6bimsb peuter 8onpoc 06 OMAUYUU UCMUHHO20 OMCYMCMEUS CUMNINOMO8 O A0anmayuu 3da
cuem 06pasa dHCUsHU, nymem NPOBEOeHUs. Mecma ¢ MAKCUMANbHOU NepPeHOCUMOU hu3uueckoll

Haepyskotl u oyenku buomapkepos XCH 6 ounamuxe.

B paszsepnymoti cmaouu 3abonesanusi npu I'KMII naubonee uacmvimu dicaiobamu seisiomcs
00bluKa, cHUdMcenue monepanmuocmu Kk @H, paznoobpasnvie bonesvle owyuyeHus 8 2pyoHol KiemkKe
Kapouan2u4ecko2o Uu/uny CmeHOKapOumuyecko20 Xapakmepa, HapyWeHus pumma cepoedHol

OdesimenvHoCmU (nepebou, yuaweHHoe cepoyedueHue), 201080KPYICeHUE, NPECUHKONbL U CUHKONDL.

Baoicho nomnums, ymo manugpecmayus knunuvweckux nposenenuti I KMII ¢ monooom u nosjcuiom

eozpacme umeenit CyumecneerHble pasiuydusl.

Monoooii  6o3pacm accoyuuposarn ¢ cemeuHou @Gopmol 3a001e6aHUs U AGIAEMCA  BANCHOU
0emepMUHanmMoU maxicecmu medenusl, PUCKa HexdcelamenbHbIX KapOUoSACKVIAPHLIX cOObIMUL,

Odokazannvim pakmopom pucka BCC.

Heobxooumo yuumwvieams 6ce, 6 mom uucie 0onoinumenvhvie «Hosviey, ghakmopul pucka BCC,
0CObeHHO Y HOocumenel Namo2eHHbIX 8APUAHMOS, 8 MOM Yucie )y pOOCMBEeHHUKO8 NpobaHoa —

eenomun (+)/¢penomun(-) (cm. cooms. pazoenvl)

Ilpu cbope cemeiinoco amamuesa odpawaiom 6HUMAHUE HA MO, ObLIU IU ) POOCMEEHHUKO8
yvkasanus Ha BCC, XCH, cunkonanvhvie cocmosnus, umniaumuposanuvie IKC, uncynom 6 monooom

eozpacme u ()py214€ cucmemubvie 3a4001e6aAHUA.

Toorcunot 6o3pacm accoyuuposan ¢ necemelnou popmoul 3abonesanus u komopouonocmoio (Al
HUMT/oocupenue, oucnunuoemus, U5C). Ilpu coope scanob u ucciedosanuu anammesa 6 Kocopme
nayuenmos 6 gospacme cmapuie 60 Jem HeoOXOOUMO MAKI’CE NOMHUMb O GbICOKOU 4aCMOome
BbIABNIEHUSL AMUNIOUO03A Cepoya y Uy ¢ HeOOBACHUMOU cunepmpoueti 1e6020 HcenyoouKa u
cepoeuHol He0OCMamoyHoCmvl0 ¢ coxpaneHHou ¢paxyueti eviopoca (CHc®B), komopas

sapvupyem om 6 % 00 16% .[McDonagh TA, Metra M, Adamo M, et al. 2021 ESC Guidelines for the diagnosis

and treatment of acute and chronic heart failure. Eur Heart J. 2021 Sep 21;42(36):3599-3726. doi:
10.1093/eurheartj/ehab368. J.

2.2 OuzukajanHoe o0caeg0BaHKe

e V Bcex TIIallMEHTOB PEKOMEHIYeTCsl CTaHJapTHoe (u3uKaIbHOE 0O0CAe/IoOBaHUE
CEpAEYHO-COCYJUCTON CUCTEMBI, BKIIIOYAIOIIIEE ayCKYJIbTALMIO cepAla, n3mepenue AJl
(mpu HEOOXOAUMOCTH — IMOBTOPHOE, a TaKXKe JieXKa, CUs, CTOsI), NaJblaluio Myjbca,

n3mepenue YCC (mpu @I — nedpuumt nymnsca).
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[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):e159-e240. doi:
10.1016/j.jacc.2020.08.045.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Barrett M.J., Ayub B., Martinez M.W. Cardiac auscultation in sports medicine. Strategies to improve clinical care //
Curr. Sports Med. Rep. 2012. Vol. 11, Ne 2. P. 78—84.

Cantwell J.D. Preparticipation physical evaluation: Getting to the heart of the matter // Med. Sci. Sports Exerc. 1998.
Vol. 30, Ne 10. P. 341-344.

Efthimiadis G K. et al. Prevalence and Clinical Outcomes of Incidentally Diagnosed Hypertrophic Cardiomyopathy
// Am. J. Cardiol. 2010. Vol. 105, Ne 10. P. 1445-1450.

Harmon K.G., Zigman M., Drezner J.A. The effectiveness of screening history, physical exam, and ECG to detect
potentially lethal cardiac disorders in athletes: A systematic review/meta-analysis // J. Electrocardiol. 2015. Vol. 48,
MNe 3. P 329-338.

Raviele A. et al. Management of Patients With Palpitations: A Position Paper From the European Heart Rhythm
Association // Europace. 2011. Vol. 13, Ne 7. P. 920-934. ].

KommenTapuii: ocrosnou Ouaenocmuueckuu npusnak oocmpykmusnoti I'KMII — 2pyowiii
CUCONUYeCKULl WymM 6b10poca, KOMOpbll GulAGIAIOM HAO BCell NOBEPXHOCMb  cepoyd, ¢
MAKCUMYMOM HA 8epXyuiKe U 8 uemseepmom mexcpedepve cieéa om pyoursl. Cucmonruyeckuti uym
— HU3KOYACMOMHbLIU, HOCUM XAPaKmep KpeueHO0-0eKpeueHO0, bICITYUUBAEMC s 800Tb 18020 KPAsl
2PYOUHBL U YCUNUBAEMCS NOO 8030elicmauem (Baxkmopos, V8enIuuusaouwux Hympuicery00uKosblll
2paouenm 0asieHus. nepexoo 8 6epMmuKaIbHoe NOLoNHCe- Hue, OUHaMUYeckas usuieckas Hazpy3Kd,
maxuxapousl, npuem nuwu, npooba Banvcanvewl, npuem nepughepuieckux 8azo0uamamopos.

bonvwuncmeo nayuenmos ¢ oocmpyxyueti BTJDK makoice umerom ayckyibmamugHvie npusHaxu
mumpanvrou pecypeumayuu. Co cmoponst opyeux cucmem u opearnos npu I'KMII 06biuno knunuvecku

3HauUMbIX OmKIoHeHut vem [3, 4, 157, 162].

YV nayuenmos ¢ obcmpykyuei BTJDK wacmo evisignsemcs: HeyCmoudugocms apmepuailbHO20
nynvca (3uavyumenvHule konedanus YCC 6 opmocmase u kauHocmase, 60 8pems 600PCMBEOB8aAHUS
u cHa).  Omo modxcem makdice Obimb 00YCILOBIEHO ABMOHOMHOU (8ecemamusHoll) oucgyHkyetl

(cm. pazoen «Ilamozenes).

® HpI/I (1)H3I/IK2L]'IBHOM O6CJ'ICI[0B3.HI/II/I nmanuceHTa PpCeKOMCHAYCTCA  THIATCIIBHOC
HUCCIICAOBAaHUC CUMIITOMATUKHU HC TOJIBKO CO CTOPOHBI CCpI[C‘-IHO-COC}’I[HCTOﬁ CUCTCMBI,

HO ¥ JPYTHUX OPraHOB M CUCTEM, UTO MOXKET yKa3biBaTh Ha (peHokormu ['KMII.

EOK IB (Y14 YYP C)

[Nagueh SF, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
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with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.ech0.2022.03.012. PMID: 35659037.

Arbustini E. et al. The MOGE(S) classification for a phenotype-genotype nomenclature of cardiomyopathy: Endorsed
by the world heart federation // J. Am. Coll. Cardiol. 2013. Vol. 62, Ne 22. P. 2046-2072.

Barcia G. et al. Pitfalls in molecular diagnosis of Friedreich ataxia // Eur. J. Med. Genet. 2018. Vol. 61, Ne 8. P. 455—
458.

Charron P. et al. Danon’s disease as a cause of hypertrophic cardiomyopathy: A systematic survey // Heart. 2004.
Vol. 90, Ne 8. P. 842-846.

Cook A., Giunti P. Friedreich’s ataxia: Clinical features, pathogenesis and management // Br. Med. Bull. 2017. Vol.
124, Ne 1. P. 19-30.

Dubrey S.W.,, Hawkins PN., Falk R.H. Amyloid diseases of the heart: Assessment, diagnosis, and referral // Heart.
2011. Vol. 97, Ne 1. P. 75-84.

Frustaci A. et al. Evolution of cardiac pathology in classic Fabry disease: Progressive cardiomyocyte enlargement
leads to increased cell death and fibrosis, and correlates with severity of ventricular hypertrophy // Int. J. Cardiol.
2017. Vol. 248. P. 257-262.

Monserrat L. et al. Prevalence of Fabry Disease in a Cohort of 508 Unrelated Patients With Hypertrophic
Cardiomyopathy // J. Am. Coll. Cardiol. 2007. Vol. 50, Ne 25. P. 2399-2403.

Wilkinson J.D. et al. Outcomes in children with Noonan syndrome and hypertrophic cardiomyopathy: A study from
the Pediatric Cardiomyopathy Registry // Am. Heart J. 2012. Vol. 164, Ne 3. P. 442—448.

59 Yang Z., Vatta M. Danon disease as a cause of autophagic vacuolar myopathy // Congenit. Heart Dis. 2007. Vol.
2, Ne 6. P. 404—409.

Yang Z. et al. Danon Disease as an Underrecognized Cause of Hypertrophic Cardiomyopathy in Children //
Circulation. 2005. Vol. 112, Ne 11. P. 1612—-1617.

Rapezzi C. et al. Diagnostic work-up in cardiomyopathies: bridging the gap between clinical phenotypes and final
diagnosis. A position statement from the ESC Working Group on Myocardial and Pericardial Diseases // Eur Hear. J.
2013. Vol. 34. P. 1448—1458.

Rapezzi C. et al. Disease profile and differential diagnosis of hereditary transthyretin-related amyloidosis with
exclusively cardiac phenotype: an Italian perspective // Eur Hear. J. 2013. Vol. 34, Ne 7. P. 520-528.

Sarkozy A., Digilio M.C., Dallapiccola B. Leopard syndrome // Orphanet J. Rare Dis. 2008. Vol. 3, Ne 1. P. 13.

Scaglia F. et al. Clinical Spectrum, Morbidity, and Mortality in 113 Pediatric Patients with Mitochondrial Disease //
Pediatrics. 2004. Vol. 114, Ne 4. P. 925-931. ].

2.3 JlabopaTropHble AHATHOCTHYECKHE HCCJIEI0BAHUSA

e V Bcex nanueHToB ¢ ['KMII s BbISIBIEHHST COMYTCTBYIOIIMX 3a00JI€BaHUM
pEKOMEeHAyeTCcsl  pPyTHHHOE  JabopaTopHOeE oOcrietoBaHue, BKJIFOYAIOIIIEE
KJIIMHUYECKUI aHaJIN3 KPOBU U OOIIMN aHAIU3 MOYHM, OMOXUMHUYECKUN aHAJIN3 KPOBU
(xonectepuH, Tpurauuepuasl, kanuii, Hatpuii, ACT, AJIT, MmoueBuHa, KpeaTUHUH,

onnupyOuH, riroko3a), CKO.

YII5YYPC
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[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Pagourelias E.D. et al. Efficacy of various “classic” echocardiographic and laboratory indices in distinguishing the
“gray zone” between athlete’s heart and hypertrophic cardiomyopathy: A pilot study // Echocardiography. 2013. Vol.
30, Ne 2. P 131-139. ].

KOMMeHTapHﬁZ PYmuHHoe ﬂa60pam0pHoe obcredosanue nomozaem 6biséums conymcemeyrnujue
36160Jl€6aHM}Z, Komopbsle Mmocynt 6bl36amb  UlU ycy2y6umb MMOKapauaﬂbHyiO al/lc¢yHKLﬂﬂO u

cocmosHue nayueHma.

Onpedenenue KOHYeHmpayuu N-mepmunanvrho2o npo-M03208020

Hamputiypemuyeckoz2o nenmuda (Nt-proBNP) u evicokocneyughuuno2o cepoeyHo2o mponoHuHa 6
niame He 6x00um 8 pYymuHHoe 1adopamopHoe 06ciedo8aHue, 00OHAKO, UX BblCOKUE YPOBHU
accoyuuposanvl ¢ evipadicennocmoro J/, [TDK, msascecmvro (DYyHKYUOHATLHLIX HAPYUWEHUL
(uwemuu muoxapoa,npoepeccuposanue XCH) u nebnazonpuammusvim npocrozom [4, 32, 34, 92,

96, 141, 168].

Lucnponopyuonanvno  evicokoe ysenuuenue yposHs Nt-proBNP easicno yuumwvieams npu

nposedenuu Oup@epenyuanrbHo20 OUACH03a ¢ AMUIOUOHBIMU KAPOUOMUONAMUIMU.

[Grogan, M., C. G. Scott, R. A. Kyle, S. R. Zeldenrust, M. A. Gertz, G. Lin, K. W. Klarich, W. L. Miller, J. J. Maleszewski
and A. Dispenzieri (2016). "Natural History of Wild-Type Transthyretin Cardiac Amyloidosis and Risk Stratification
Using a Novel Staging System." J Am Coll Cardiol 68(10): 1014-1020.

Vergaro G, Castiglione V, Aimo A, Prontera C, Masotti S, Musetti V, Nicol M, Cohen Solal A, Logeart D,
Georgiopoulos G, Chubuchny V, Giannoni A, Clerico A, Buda G, Patel KN, Razvi Y, Patel R, Wechalekar A,
Lachmann H, Hawkins PN, Passino C, Gillmore J, Emdin M, Fontana M. N-terminal pro-B-type natriuretic peptide
and high-sensitivity troponin T hold diagnostic value in cardiac amyloidosis. Eur J Heart Fail. 2023 Mar;25(3):335-
346. doi: 10.1002/ejhf.2769. Epub 2023 Jan 11. PMID: 36597836. /.

e [Ipu nmogo3peHun Ha KOoHKpeTHyr0 ¢enHokonuto I'KMII ¢ nensio nmpoBeneHus
nudepeHITnaTbHOTO JTHarHo3a PEKOMEHTYEeTCs crienimajibHoe Jj1abopaTopHoOe

o0ciief0OBaHUE.

EOK IC (VI 1 YYPC)

[Nagueh SF, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
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with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Barcia G. et al. Pitfalls in molecular diagnosis of Friedreich ataxia // Eur. J. Med. Genet. 2018. Vol. 61, Ne 8. P. 455—
458.

Charron P. et al. Danon’s disease as a cause of hypertrophic cardiomyopathy: A systematic survey // Heart. 2004.
Vol. 90, Ne 8. P. 842-846.

Cook A., Giunti P. Friedreich’s ataxia: Clinical features, pathogenesis and management // Br. Med. Bull. 2017. Vol.
124, Ne 1. P. 19-30.

Yang Z., Vatta M. Danon disease as a cause of autophagic vacuolar myopathy // Congenit. Heart Dis. 2007. Vol. 2, Ne
6. P. 404—409.

Yang Z. et al. Danon Disease as an Underrecognized Cause of Hypertrophic Cardiomyopathy in Children //
Circulation. 2005. Vol. 112, Ne 11. P. 1612—-1617. ].

Kommenmapuii:.  Amunouonas TTP-KMII senisemca Heobpamumo  npocpeccupyiouum
3a001e6anUeM C 8bICOKOU CIMENeHbI0 UHBANUOUZAYUU 8CLEOCMBUE MANCEN020 NOPANCEHUS CepOYyd,
nepughepuyeckol  u/unu - a6MOHOMHOU noaunesponamuu. CmepmHocmo nayuenmos ¢
amunouonot TTP-KMII o06viuno seisemcsi pe3yibmamom npocpeccupyroweli  cepoeuHoll
Hedocmamounocmu. Ilocne nocmanosku OuazHo3a amunouonot TTP-KMII meduana
BBINHCUBACMOCMU Y NAYUEHMO8, He NONYYasuiux ledyenus, cocmaeiiem ~2-3,5 eooa [ ]. [na
uckmovenuss AL-amunoudosa onpedensiom noxazamenu, XapaKxmepusyroujux nia3moK1emoyHyo
OUCKpa3uo:

- Hanuyue MOHOKJIOHANbHO20 OenKa (UMMYHO2N00YIUH/ecKds Yenb) 8 CblBOPOmKe Kpogu/Moue,
onpeoeniemoz20 Memooom KanuiiapHo2o dnekmpoghopesa/ummyrnoguxcayuu,

- nosviuleHue KOHYEHMpayuu OOHOU U3 CBOOOOHBIX JlecKUX yeneu UMMYHO2I00YIUHO8
(6061euennas yenv) 6 col6OpomKe Kposu u/unu moue (neghenomempuyeckuii memoo, Freelite™,
Birmingham, UK) ¢ napywenuem ux HopmManibHo20 COOMHOULEHUS K/A.

- Veenuuenue xonuuecmea nnazmamuuecux kiemok 6 muenocpamme (0bviuno om 5 0o 10% no
OaHHbIM ACNUPAYUOHHOU buoncuu)

KommeHnTapuii: nekomopbsie nokazamenu, nozgonsiowjue npeonoio#CUums KOHKpemmbvili OUazHo3
genoxonuu I'KMII, npusedenvt 6 maonuye 111, Ilpunoscenue I'l u 6 mabauye 113, Ilpunoscenue
Il

TTP-KMII yacmo ne ouacHocmupyemcsi u3-3a moeo, 4mo OHO HANOMUHaem Opyeue NPpUuduHbsl
IJDK, 6 nepeyio ouepedb, I'KMII. 'V nayuenmos c¢ TTP-KMII (nacneocmeennvlii u
NPUOOpEmeHnbIll ) MO2Ym HNPUCYMCMB068aAMb KAK KApOUaibHble, MAK U HeKapOudlbHvle

nposi6llieHUsAd U npu3nHaKku, Komopbsle, 0CobeHHO 8 COBOKYnHocmu, mocym yKasbléambv HA HaAludue
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amoeo 3abonesanus [Witteles RM, Bokhari S, Damy T, et al. Screening for transthyretin amyloid
cardiomyopathy in everyday practice. JACC Heart Fail. 2019;7(8):709-716]. Cpeou wux:
cepoeynas HedOCMamo4HOCHb ¢ COXpanénnol gpaxyueti eviopoca (CHc®DB), nenepenocumocms
CMAHOAPMHBIX Npenapamos OJisi JieueHus CcepOeyHOU HeOOCMAMOYHOCIUY, HU3KULL BOJbIMAIC
OMHOCUMENLHO MACChbl 18020 dicenyoouka (JIK). K nekapouanvhvim cumnmomam 3a001e8anus
OMHOCAM CUHOPOM 3ANACMHO20 KAHANA, CMEHO3 NOACHUYHO20 OmOoeNd NO360HOYHO20 KAHAA,
HapyuleHusi padomvl H#Ceny00UHO-KUWEUHO20 MpaKkma u OUc@yHKyus nepugepuieckou u
8e2emamuBHOl HEPEHOU CUCTNEMDL.

T'KMII — smo ouaenos uckiouenus: genokonuu, emopuunvle u cneyuguyeckue npuyunol 17K u
T'TDK oonoichbl Obimb ucknouenvl. s mpaHcmupemuHosolu amMulouoHol KapoOUuoOMUonamuu
He3a8UCUMO Om Opyeux nposAeleHull paspabomana >SMUONAMOSeHemu4yecKas mepanus
(Tagpamuouc 61 me (Bunoamexc) buosxsueanenmen, (Ho He 83aUMO3AMEHEM 8 nepecieme Ha Me)
magpamuoucy mezniomuny 8 0oze 80 me )

Meauko-reHeTu4ecKkoe KOHCYJIBTHPOBAHUE U TCHETHYECCKOE o0cIef0BaHNe

e MeauKo-reHeTHYeCKOe KOHCYIbTUPOBAHUE PEKOMEHIYeTCsl IPOBOAUTH BpadyaMu, O0Y4eHHBIMU
u cepTu(UIUPOBAHHBIMH B 3TOHU CHeIHabHOM obmnactu
[https://classinform.ru/profstandarty/02.054-vrach-genetik.html]. [lenecooOpa3no ywactue
Bpaya-reHeTHKa B padoTe MYIbTHAMCHUIIMHAPHOW KOMaHIbl CIIEHUAIUCTOB, 3aHUMAIOIIUXCS
JIMarHocTukou u seuenrem ['KMII

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force
on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Richards S. et al. Standards and guidelines for the interpretation of sequence variants: A joint consensus
recommendation of the American College of Medical Genetics and Genomics and the Association for Molecular
Pathology // Genet. Med. 2015. Vol. 17, No 5. P. 405-424].

EOK IC (VI 1 YYP C)

KomMmenTapmii: meouxo-eenemuueckoe KoHCyIbmuposanue pexomenoosano nayuenmam c I' KMIT
U UX POOCMBEHHUKAM, U OOJIHCHO BKIIOUAMb 8 ceDsi 00CyHcOeHUe NOJb3bl, PUCKO8 U O2PAHUYEHUL
eenemuyeckoco mecmuposanus. Cmpameeust JleyeHus OO0NHCHA 0aA3upoeamvbcs Kak Ha
Pe3YIbmMamvl 2eHeMUYeCcko20 MeCmupo8ans, Max U ONUPAmMsbCsi Ha pe3yibmanbl 6CeCOPOHHE2O
KAUHUYECKO20, UHCIPYMEHMATbHO20 U 2EHEMUYECKO20 00CNe008AHUSL.

L] Hepe;[ MPOBCACHUCM I'CHCTUYCCKOI'0 TCCTUPOBAHUA PCKOMCHAYCTCA NPOBOAUTH MIPE-TCCTOBOC
MCIUKO-TCHCTUUCCKOC KOHCYJIBTUPOBAHUEC, a IIOCJIIC MOJYUYCHHUA PC3YILTATOB TI'CHCTHYCCKOTO
TCCTUPOBAHUA JJIsL KOppeKTHOﬁ HUHTCpHpCTAllUN PE3YJIbTATOB PCKOMCHAYCTCA NPOBOAUTH
MCIUKO-TCHCTUYCCKOC KOHCYJIIbTUPOBAHUC B LCHTPAX, CHICHUAIHUZUPYIOIMUXCA Ha TCHCTUYCCKOM
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0o0CJICIOBaHMM ¥ JUHAMUYCCKOM HAOJIONEHUU CEMEH C TIeHeTHYeCKH-O0YCIIOBICHHBIMU
3a00JIeBaHUSIMU CEP/IA

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy-A Heart Failure Society of America Practice
Guideline // J Card Fail. 2018. Vol.24.Ne5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

ilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367.

Ingles J. et al. , Evaluating the Clinical Validity of Hypertrophic Cardiomyopathy Genes // Circ Genom Precis Med.
2019. Vol. 12. Ne2. P. 002460)].

EOKIC (YA 1YYPC)

KomMmeHTapuii: 6 xo0e MeOuKo-eeHemuyueckoeo KOHCYIbMUPOSaHUs 6ce NAYUeHmbl OONNCHbL
ObIMb NOTHOYEHHO 0C6COOMACHBL O CMbBLCILE U 3HAYUMOCTIU 2CHEMUYECKO20 MeCMUpPOBAHUs, €20
BO3MOMNCHBIX PE3VIbMAMAX, UX KIUHUYECKOU 3HAYUMOCMU, d MAKNCe 8 YEIOM O 60ONPOCax
IMUONAmMo2ene3a U  HACIeO08AHUSL  2EHEMUYECKU-00YCI0BNICHHBIX — CEPOEUHO-COCYOUCTBIX
3ab0ne6anuil.

PexomeHnaanum 1mo TCHETUYECCKOMY TECTUPOBAHUIO l'[pOﬁaHIIOB

e Ienernueckoe TCCTUPOBAHUC IMAOUCHTAM C IMNOHJO3PCHHUEM Ha I‘CHGTI/ILICCKI/I—O6YCJ'IOBJ'ICHHOC
3a0oJIeBaHue CCpI[C‘IHO-COCYILHCTOﬁ CUCTEMBbI PCKOMCHAYCTCS BBIIIOJIHATE TOJIBKO B COUCTAHHUU C

HaUIC)KAlIUM MCIUKO-T'CHECTHUYCCKUM KOHCYJIIbTUPOBAHHUEM [Wilde A.A.M. et al. Expert Consensus
Statement on the state of genetic testing for cardiac diseases // Europace. 2022. Vol. 24. Ne8. P. 1307-1367.]

EOK IC (VI 1 YYP C)

I'enernueckoe TectupoBanue npu ['KMII pexomenayeTcsi BBINONHATH B CEPTUPHUIMPOBAHHBIX
JMarHOCTUYECKUX J1a0opaTopusiX C OKCIEPTHBIMM HaBbIKAMH B OLIEHKE IaTOr€HHOCTH
T€HETUYECKUX BAPUAHTOB, ACCOLIMMPOBAHHBIX C IEPBUYHBIMU KAPAUOMHOIATUSAMHU, COIVIACHO
COBPEMEHHBIM PEKOMEHAALMUAM

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy-A Heart Failure Society of America Practice
Guideline // J Card Fail. 2018. Vol.24.Ne5. P. 281-302.
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Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK IB (VI/I 1, VYP B)

e B nepeueHb reHOB MpU IeHETUYECKOM TecTupoBaHuu npodanno ¢ 'KMII (Bxitouas ciydan
nocmeptHoit JIHK-nuarnoctuku) pekomeHayercss o00s3aTebHO BKJIIOYATh T'€HBI C YBEPEHHO
JIOKa3aHHOU MpUYUHHOM poiibto B oTHOIeHun ['KMIT (MYH7, MYBPC3, TNNI3, TNNT2, TPM1,
MYL2, MYL3 u ACTCI)

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy-A Heart Failure Society of America Practice
Guideline // J Card Fail. 2018. Vol.24.Ne5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK IB (VI 1, YYP B)

e VY IaMEeHTOB C aTUNUYHON KiauHW4eckor kaptuHoW I'KMII wim npu nono3peHun Ha 4eTKO
OUYEPUYCHHBI TEHETHMYECKUH CHUHIPOM C LEIbI0 YTOYHSIONEH JUArHOCTHKUM PEKOMEHYETCs
TEHETUYECKOE TECTUPOBAHUE C UCIIOJIb30BAaHUEM 00JIee IIUPOKOTO CHEKTPa UCCIIEyEMBIX T€HOB

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy-A Heart Failure Society of America Practice
Guideline // J Card Fail. 2018. Vol.24.Ne5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].
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EOK IB (VI 5, VYP C)

e [locMepTHOE TeHETHUYECKOE MCCIICIOBAHIE 00Pa3I[0B 3aKOHCEPBUPOBAHHBIX TKaHel nmn [JHK
PEKOMEHIOBAHO IMPOBOAMTH VIS YMEPIIHMX MAIMEHTOB C MATOMOP(OIOTHUSCKH ITOATBEP K ICHHOM
['KMII, 4To0bl HWMETh BO3MOXXHOCTh BBIMIOJHHUTH KACKAJHBIH TEHETUYCCKUN CKPUHHHT
POACTBEHHUKOB

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force
on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Charron P. et al. Genetic counselling and testing in cardiomyopathies: A position statement of the European Society
of Cardiology Working Group on Myocardial and Pericardial Diseases // Eur. Heart J. 2010. Vol. 31, No 22. P.
2715-2728.

Bos J.M., Ommen S.R., Ackerman M.J. Genetics of hypertrophic cardiomyopathy: one, two, or more diseases? // Curr.
Opin. Cardiol. 2007. Vol. 22, No 3. P. 193-199.

Rapezzi C. et al. Diagnostic work-up in cardiomyopathies: bridging the gap between clinical phenotypes and final
diagnosis. A position statement from the ESC Working Group on Myocardial and Pericardial Diseases // Eur Hear.
J. 2013. Vol. 34. P. 1448-1458].

EOK ITa C (YL 2 VYP C)

KomMmenTapmii: nposedenue cenemuueckoeo mecmuposanusi npu I KMII moocem Hocums
OUAzZHOCMUYeCKUl U RPEOUKMUBHBLIL XapaKmep.

B nepsom cayuae ecememuueckas OUACHOCMUKA — AGIAEMCA  YACMbIO  UHCMPYMEHMO8
OUASHOCIMUYECKO20 NOUCKA U NPU3BAHa Nomoyv 6 noomeeprycoenuu ouacnoza I'KMII npu
HAIUYUYu Cmepmotl Uiy HenoIHOU KIUHUYECKOU KAPMUHbL, d MAaKdice npu HAIudyuu CUCMEMHBIX
npossieHuli 3a001e8anus Ul 01 UCKAYeHUsi CUHOpomHbIX hopm T KMIT

[Tabpycenxo C.A., Cenesnés /.M., Haymoe B.I'. I'enemuueckue acnekmol eunepmpopuueckoi KapoOuoMuonamuu
(0030p numepamypwt) // Hpakmuxyrowui spay. 2000. T. 18. No 2. C. 2-5.

Ulnsixmo E.B. u 0p. [lepsuunvle kapouomuonamuu, cogpementnoe npedcmasnenue // Tepanesmuuecxuti apxus. 2005.
T.77.No 12. C. 77-83.

Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force
on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Cenesnés J[.M. u op. Porb mymayuil 8 cene msajcenou yenu cepoeunoco bema-muo3una 6 poCcCUtiCKou nonyasiyuu
6oabHblx ¢ eunepmpoguueckoli kapouomuonamuet // Kapouonoeus. 2005. T. 45. No 4. C. 15-20.

Typanvuyx M.B., Hosux I.A., I'yokosa A.A. Ocobennocmu meuenus KapOUOMUONAMUL C PeCHPUKIMUGHBIM
Genomunom, 00OYCIOBIEHHBIX MYMAYUSMU 2€HO8 CepOeyHo20 mpononuna 1 u decmuma, u aiecopummvl Uux
ouaznocmuxu // [leduampuueckas gpapmaxonoaus. 2011. T. 8. No 4. C. 112-116].
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OyeHnka namozeHoCmu Kaxcooeo HAOeHHO20 8 pe3ylbmame MeCMuUpoOB8aHUs 2eHemuyecKko2o
8apuanma OOIHCHA NPOBOOUMBCSL 8 COOMBEMCMBUU C PEKOMEHOAYUAMU AMEPUKAHCKOU KOALe2UU
meouyuncxou cenemuxu (American College of Medical Genetics and Genomics — ACMG) om
2015 200a, pexomenoayuamu POMI™ (2019), a maxoice psdom ux mooupurayuii u 0OnoIHeHul,
PAa3pabomaHuvix 0151 OMOENbHO 835MbIX 2EHO8

[Richards S. et al. Standards and guidelines for the interpretation of sequence variants: A joint consensus
recommendation of the American College of Medical Genetics and Genomics and the Association for Molecular
Pathology // Genet. Med. 2015. Vol. 17, No 5. P. 405-424,

Puwickosa O.11. u dp. Pykoeoocmeo no unmepnpemayuu danusix nociedosamensrocmu [JJHK uenosexa, nonyuennuix
Memooamu mMaccogozo napaiienvHoco ceksenuposanus (MPS) (pedaxyus 2018, eepcus 2) // Meduyunckas eenemuxa
2019. T'18. Ne2. C.3-23].

Ipu 'KMII, 6 donoanenue x 8biuienepeyucienHbM UCMOYHUKAM, 0053ameNbHbIM O0KYMEHmOoM OJisl UHmepnpemayuu
Pe3VIbMamos 2eHemuyeck020 UCC1e008anUs A6IAENCsl PYKO80OCME0 no oyelke sapuanmos ¢ cene MYH7 [Kelly M A.
et al. Adaptation and validation of the ACMG/AMP variant classification framework for MYH7-associated inherited

cardiomyopathies: Recommendations by ClinGen'’s Inherited Cardiomyopathy Expert Panel // Genet. Med. 2018. Vol.
20, No 3. P. 351-359].

PexomMeHnganuu no TCHETUYCCKOMY H KIIMHUYC€CKOMY TCCTUPOBAHUIO POJACTBCHHHKOB

o Jlns mpobannoB ¢ 'KMII, y xoropbix ObUIM BBISBICHBI BapUaHThl C HEYCTAHOBJIEHHBIM
kmuandeckuM 3HadeHneM (BYC, III kimacc maroreHHOCTH), MOXET OBITh PAcCMOTPEHO
TEeHETUYECKOE TeCTUpOBaHUE O0bHBIX poacTBeHHUKOB ¢ ['KMII (cerperanoHHbIA aHanu3) IS
YTOUHEHUS KJlacca I1aTOT€HHOCTU BapUaHTa

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force
on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOKIIb C (YA 4 YYP C)

e B cnyuae, ecnu y npo6anna ¢ 'KMII BeisiBeHb! IpUUMHHBIE T€HETUYECKUE BapuaHThl [V-V
KJlacca MaTrOr€HHOCTH (IATOT€HHbIE M BEPOSITHO-NATOTE€HHBIE), €r0 B3POCIBIM POJCTBEHHUKAM
PEKOMEHAYETCSl TE€HETHYEeCKOe TEeCTHMpOBaHHE (KAaCKaJHBIi CEeMEWHBbI CKPUHMHT)  JUIS
BBISIBJICHUS/MCKJIIOUEHHUS] HOCUTENIBCTBA TEX K€ T'€HETUYECKUX BapUAHTOB, KOTOpBIE OBLIN
BBISIBJICHBI Y po0aHia

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force
on practice guidelines // Circulation. 2011. Vol. 124, No 24. P. 2761-2796.
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Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Kelly M.A. et al. Adaptation and validation of the ACMG/AMP variant classification framework for MYH7-associated
inherited cardiomyopathies: Recommendations by ClinGen’s Inherited Cardiomyopathy Expert Panel // Genet. Med.
2018. Vol. 20, No 3. P. 351-359.

Charron P. et al. Accuracy of European diagnostic criteria for familial hypertrophic cardiomyopathy in a genotyped
population // Int. J. Cardiol. 2003. Vol. 90, No 1. P. 33-38.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK IC (VI 1 YYP C)

e B cnyuae, ecnu y npo6anna ¢ 'KMII BeisiBneHbI IPUUMHHBIE TeHETUYECKUE BapuaHThl [V-V
KJlacCca MATOreHHOCTH (TaTOreHHbIE M BEPOSTHO-MATOTCHHBIE), €r0 HECOBEPILIECHHOIECTHUM
POICTBEHHUKAM PEKOMEHAYETCS TEeHETHYEeCKOEe TECTUPOBaHMEe (KaCKaIHbIA CEeMEIHBIA CKPUHUIHT)
JUTSL BBISIBJICHUS/MCKITFOUEHUSI HOCUTEIBCTBA TEX K€ MCHETHUYECKHUX BApUAHTOB, KOTOpbIE OBLIU
BBISIBIICHBI Y Mpo0aHa, HaunHas ¢ Bo3pacta 10-12 net, ecnu B ceMeliHbIil aHaMHe3 He TpeOyeT
HUHOTO

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK IC (VI 1 YYP C)

e Kimuamueckoe oOcnenmomanme, Bkirouarniee OKI, OXOKI' u piurenbHOEe AWHAMHUYECKOE
HaOJI0/IeHNe, PEKOMEHIOBAHO POACTBEHHUKAM IE€PBOM CTENEHU POJACTBA, Y KOTOPHIX BBISBIICH&
TOT K€ MPUYUHHBIN reHeTH4YeCcKuil BapuaHT (BapuaHThl) [V-V kiacca naToreHHOCTH (ITaTOreHHbIN
U BEPOSITHO-NIATOTE€HHBI), 4TO U y mpolaHaa

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.§, Ne§. P.1308-1339.
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Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK IB (VI 1 YYP C)

e PO/ICTBEHHMKOB TEPBOM CTENEHH POJCTBA, Y KOTOPHIX HE OOHAPYXEH TOT K€ MPUYUMHHBIN
TFeHeTUYECKU BapuaHT (BapuaHThl) V-V kilacca maTtoreHHOCTH (IATOI€HHBIM M BEPOSTHO-
MATOT€HHBIN), YTO M y MpoOaHAa, PEKOMEHAYETCsl BBIBECTH M3 AAJbHEHIIEr0o JTUHAMHYECKOTO
HAOMIONEHUs, HO C PEKOMEHJAIel OOpaTUThCS 3a MOBTOPHBIM OOCIEIOBAaHUEM, €CIIU Yy HHUX
pazoBptoTcsi cuMmnToMbl ['KMII wim mnosiBaTcs HOBBIE, uMmeromue oTHomeHue k ['KMII
KJIUHUYECKHE JaHHBIC

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK IC (VI 1 YYP C)

e Eciu renernueckuit ckpuauHr npodanty ¢ 'KMII He npoBoauiics, KIMHUYECKOE 00CIeI0BaHNE
¢ OKI' u OXOKI' pekomeHayeTcss pacCMOTPETh [UIsl POACTBEHHUKOB IIEPBOM CTENEHU POJICTBA
Kaxapie 2—5 jeT (um 6—12 mecsieB, eclii UMEIOTCS AMAarHOCTUYECKH HE3HAYMMBbIE aHOMAJTHH )

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne§8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.
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Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK I1a B (YI/I 2 YVP B)

KomMmenTapuii: npedukmugnwvlii 2eHemuyecKuil CKPUHUHZ OCHO8AH HA UCNONb308AHUU
uHgopmayuu 0 KOHKPEMHOU 2eHemuyeckou npuduHe 3a001e8anus, UeHMUGUYUPOBAHHOU Y
2eHOMUN-NO3UMUBHO20 NPOOAHOA, Ol ONpedeleHuUss HOCUMENbCMBA NAMO2eHHO20/8EPOAMHO
NAmMo2eHHO20 6aApUAHMA )y €20 POOCMBeHHUKOS. Llenblo O0aHH020 CKpuHumed AGIsAemcs
onpeoenenue HeoOX0OUMOCMU PecYIAPHOU OUCNAHCEPUIAYUU U NPUYETbHO2O KIUHUYECKO2O
HAOMIOOeHUst NPU HATUYUU NAMO2EHHO20 BAPUAHMA, A MAKdICe UCKIIOYEHUe HeobX00UuMocmu
MAKO20 CKPUHUH2A NPU OMCYMCMBUU HOCUMETbCMEA IMO20 8apUAHmMA.

Ilpu nposedenuu KackaoHo20 CKPUHUH2A YIEHO8 CeMbll NPOOAHOA PEKOMEHOYEemCcsl COUemams e20
C KAUHUYECKOM 00CN1e008aHuemM cepoeuHo- COCYOUCMOU cucmemvl (aHamMHecmuieckue OaHHble,
obvexmushwlil ocmomp, KT u IXOKI — cm. mabnuyy 1110, Ipunoscenue I'1)

e B cempax mpoGanmoB ¢ I'KMII, y KoTopbix HE OBUIO BBISBICHO MaTOT€HHBIX/BEPOSTHO
natoreHHeIX BapuaHToB (IV-V kiacca) B renax, orBerctBeHHbIX 3a ['KMII (reHorur-
HETraTUBHBIC), KACKAJAHBIA CEMEHHBIA CKPUHUHT C TUAarHOCTUYECKUMU LENSIMHU BBITIOTHATHCS HE
PEKOMEHIyEeTCs

[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK ITIC (YL 5 VYP C)

e PerynsipHoe IUHAMUYECKOE HAONIOJCHHE W KIMHUYECKUH CKPUHUHI HE PEKOMEHIYeTCs
TeHOTUII-HETaTUBHBIM POJICTBEHHUKAM I'€HOTUI-TIO3UTHUBHBIX MTpobana0oB ¢ 'KMII
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[Ackerman M.J. et al. HRS/EHRA expert consensus statement on the state of genetic testing for the channelopathies
and cardiomyopathies this document was developed as a partnership between the Heart Rhythm Society (HRS) and
the European Heart Rhythm Association (EHRA) // Heart Rhythm. 2011. Vol.8, Ne8. P.1308-1339.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy—A Heart Failure Society of America Practice
Guideline // J. Card. Fail. 2018. Vol. 24, No 5. P. 281-302.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Wilde A.A.M. et al. Expert Consensus Statement on the state of genetic testing for cardiac diseases // Europace. 2022.
Vol. 24. Ne8. P. 1307-1367].

EOK ITIC (YU 5 VYP C)

2.4 MHMucTpyMeHTA/IbHbIE AMATHOCTHYECKHE HCCIEN0BAHUSA

Jaexkrpokapauorpadus u mouutopuposanue IKI

o [Iposenenue OKI (B 12 oTBeneHUsAX) PEKOMEHIYETCS BCEM MallMEHTaM OpHU
IIEPBUYHOM OOcCieIoBaHNH ¢ nogo3penueM Ha ['KMII, mociie mocTaHOBKH JTHarHo3a
B Ipolecce noaoopa ¢papmMakoTepanuu, NOcjie XUPYPruudecKux U dSHI0BACKYJIISIPHBIX

BMEIIATEIbCTB U IPU JUHAMHUYECKOM HAOIIOACHUH KaxKble 12—24 mecsies.

ACC/AHA 1b

EOK IB (Y15 YYP C)

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Harmon K.G., Zigman M., Drezner J.A. The effectiveness of screening history, physical exam, and ECG to detect
potentially lethal cardiac disovders in athletes: A systematic review/meta-analysis // J. Electrocardiol. 2015. Vol. 48,
Ne 3. P 329-338.

Fananapazir L. et al. Electrophysiologic abnormalities in patients with hypertrophic cardiomyopathy. A consecutive
analysis in 155 patients // Circulation. 1989. Vol. 80, Ne 5. P. 1259—1268.
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Kelly B.S., Mattu A., Brady W.J. Hypertrophic cardiomyopathy: electrocardiographic manifestations and other
important considerations for the emergency physician // Am. J. Emerg. Med. 2007. Vol. 25, Ne 1. P. 72-79.

McLeod C.J. et al. Outcome of Patients With Hypertrophic Cardiomyopathy and a Normal Electrocardiogram // J.
Am. Coll. Cardiol. 2009. Vol. 54, Ne 3. P. 229-233.

Wilke . et al. High Incidence of De Novo and Subclinical Atrial Fibrillation in Patients With Hypertrophic
Cardiomyopathy and Cardiac Rhythm Management Device // J. Cardiovasc. Electrophysiol. 2016. Vol. 27, Ne 7. P.
779—784.

Xupmanoe B.H. u op. Inexmpoxapouoepaguueckue memoovl 8 OUAZHOCMUKe, blOOpe Memoo0d U MAKMUKU JIeYeHUs.
eunepmpoguueckoil kapouomuonamuu // Prog. Biomed. Res. 1997. T. 2. Ne 1. C. 7-22. ].

e Bcem nammentam ¢ I'KMII mpu yxyAlleHHMM CHUMNOTOMAaTHKH, INPUA OOJI00pe
(papmakoTepanuu, 1ociie XUpyprudecKux M dHJIOBACKYJISIPHBIX BMENIATEIbCTB, MPHU
JTUHAMHUYECKOM HAOIIOICHUU PEeKOMEHIyeTcanoBTopHas peructpanus IKI ¢ nensio

BBIABJICHUA HapymeHI/Iﬁ cepacHHoropurMa u mnpoBOAMMOCTH, MIIICMHUX MHUOKapJda.

EOKIB(YAA5YYPC)
ACC/AHA Ib

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Harmon K.G., Zigman M., Drezner J.A. The effectiveness of screening history, physical exam, and ECG to detect
potentially lethal cardiac disorders in athletes: A systematic review/meta-analysis // J. Electrocardiol. 2015. Vol. 48,
Me 3. P. 329-338.

Fananapazir L. et al. Electrophysiologic abnormalities in patients with hypertrophic cardiomyopathy. A consecutive
analysis in 155 patients // Circulation. 1989. Vol. 80, Ne 5. P. 1259—1268.

Kelly B.S., Mattu A., Brady W.J. Hypertrophic cardiomyopathy: electrocardiographic manifestations and other
important considerations for the emergency physician // Am. J. Emerg. Med. 2007. Vol. 25, Ne 1. P. 72-79.

McLeod C.J. et al. Outcome of Patients With Hypertrophic Cardiomyopathy and a Normal Electrocardiogram // J.
Am. Coll. Cardiol. 2009. Vol. 54, Ne 3. P. 229-233.

Wilke I. et al. High Incidence of De Novo and Subclinical Atrial Fibrillation in Patients With Hypertrophic
Cardiomyopathy and Cardiac Rhythm Management Device // J. Cardiovasc. Electrophysiol. 2016. Vol. 27, Ne 7. P.
779—784. ].

e Bcem mammentam ¢ I'KMII He3aBUCHUMO OT CHUMIOTOMATHKH PEKOMEHIYETCS
noBTopHas peructpanus DKI kaxmaeie 1-2 roga ¢ 1IeIbI0 BBISIBICHUS HapyNICHUUN

CEepAECYHOrOprUTMAa U IIPOBOJUMOCTH, HIIIEMHUH MHUOKap/a.
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ACC/AHA Ib

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Harmon K.G., Zigman M., Drezner J.A. The effectiveness of screening history, physical exam, and ECG to detect
potentially lethal cardiac disorders in athletes: A systematic review/meta-analysis // J. Electrocardiol. 2015. Vol. 48,
MNe 3. P 329-338.

Fananapazir L. et al. Electrophysiologic abnormalities in patients with hypertrophic cardiomyopathy. A consecutive
analysis in 155 patients // Circulation. 1989. Vol. 80, Ne 5. P. 1259—1268.

Kelly B.S., Mattu A., Brady W.J. Hypertrophic cardiomyopathy: electrocardiographic manifestations and other
important considerations for the emergency physician // Am. J. Emerg. Med. 2007. Vol. 25, Ne 1. P. 72-79.

McLeod C.J. et al. Outcome of Patients With Hypertrophic Cardiomyopathy and a Normal Electrocardiogram // J.
Am. Coll. Cardiol. 2009. Vol. 54, Ne 3. P. 229-233.

Wilke 1. et al. High Incidence of De Novo and Subclinical Atrial Fibrillation in Patients With Hypertrophic
Cardiomyopathy and Cardiac Rhythm Management Device // J. Cardiovasc. Electrophysiol. 2016. Vol. 27, Ne 7. P.
779—784. ].

® PCFI/ICTpaHI/IH OKI’ PEKOMCEHAYCTCS KaK KOMIIOHCHT CKPpUHHUHI-aJITOpUTMa Yy

POJICTBEHHHUKOB TI€PBOM CTEINEeHU poacTBa nmanueHToB ¢ ' KMII.

EOK IC (Y15 YYP C)
ACC/AHA Ib

o XMDKI pexomennyercs Bcem nammentam ¢ [ KMII, B Tom uucie acCHMIITOMHBIM,
C LeNbI0 BbIABJIEHUs HapyumeHui putma cepaua (PII u XXT)u npoBoaumocTu Iis

crpatudukanuu pucka BCC 1 or6opa kanauaaToB gisituMIutantamuu MK[***.

ACC/AHA Ib
Y5 YYPC

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.
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Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Adabag A.S. et al. Spectrum and prognostic significance of arrhythmias on ambulatory Holter electrocardiogram in
hypertrophic cardiomyopathy // J. Am. Coll. Cardiol. 2005. Vol. 45, Ne 5. P. 697—704.

Czosek R.J. et al. Arrhythmic Burden and Ambulatory Monitoring of Pediatric Patients with Cardiomyopathy. //
Pacing Clin. Electrophysiol. 2016. Vol. 39, Ne 5. P. 443—451.

Raviele A. et al. Management of Patients With Palpitations: A Position Paper From the European Heart Rhythm
Association // Europace. 2011. Vol. 13, Ne 7. P. 920-934.

O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, Ne 30. P. 2010-2020.

Wasfy M.M., Weiner R.B. Differentiating the athlete’s heart from hypertrophic cardiomyopathy // Current Opinion in
Cardiology. 2015. Vol. 30, Ne 5. P. 500-505.

Weigner M.J. et al. Risk for clinical thromboembolism associated with conversion to sinus rhythm in patients with
atrial fibrillation lasting less than 48 hours // Ann. Intern. Med. 1997. Vol. 126, Ne 8. P. 615—620. ].

e [IIpoBenenne XMDOKI (onTUMaibHO MPOJAOIDKUTENILHOCThIO 4872 wyaca)
pEKOMEHAyeTCsI TpPHU TEPBUYHOM KIHMHHYECKOM OOCJIECHOBaHHU, MpPH MNOJI00pe
AHTUAPUTMHYCCKON TEpaluM, II0CJIE XUPYPrud4eCKUX ¢  IHIOBACKYJISIPHBIX

BMEMIATENbCTB U IIPH AUHAMUYECCKOM HAOIIIOICHUH Kaxkable 12—24 mecsiues [4, 161,
176, 181, 184].

EOK I1aC (Y15 YYP C)
ACC/AHA Ib

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Raviele A. et al. Management of Patients With Palpitations: A Position Paper From the European Heart Rhythm
Association // Europace. 2011. Vol. 13, Ne 7. P. 920-934.

Fananapazir L. et al. Electrophysiologic abnormalities in patients with hypertrophic cardiomyopathy. A consecutive
analysis in 155 patients // Circulation. 1989. Vol. 80, Ne 5. P. 1259—1268.

O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, Ne 30. P. 2010-2020.

Guttmann O.P. et al. Atrial fibrillation and thromboembolism in patients with hypertrophic cardiomyopathy:
Systematic review // Heart. 2014. Vol. 100, Ne 6. P. 465—472. ].
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® PexoMEHIIOBAaHO MCIOJIB30BAaHUE METICBOIO PETHMCTpaTOpa C LEIbIO BBIABICHUS
HapyIIeHUI CepASYHOT0 pUTMa y MAIIMEHTOB C Kajo0aMu Ha YacThIe CepaneOneHusl,
Y KOTOpBIX HpH JIUTEIbHOM MoOHuUTOpupoBaHuu OKI' npuumHa ocranace

HEYTOYHEHHOM.

EOK I1aC (Y15 YYP C)

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Zeppenfeld K, et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention  of  sudden  cardiac  death  //  European  Heart  Journal. 2022;00: 1-130.
https://doi.org/10.1093/eurheartj/ehac262

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Brignole M. et al. 2013 ESC Guidelines on cardiac pacing and cardiac resynchronization therapy: The Task Force on
cardiac pacing and resynchronization therapy of the European Society of Cardiology (ESC). Developed in
collaboration with the European Heart Rhythm Association // Europace. 2013. Vol. 15, Ne 8. P. 1070-1118.

Brignole M. et al. Indications for the use of diagnostic implantable and external ECG loop recorders. // Europace.
2009. Vol. 11, Ne 5. P. 671-687.

Frangini PA. et al. How revealing are insertable loop recorders in pediatrics? // Pacing Clin. Electrophysiol. 2008.
Vol. 31, Ne 3. P. 338-343.

Solano A. et al. Incidence, diagnostic yield and safety of the implantable loop-recorder to detect the mechanism of
syncope in patients with and without structural heart disease // Eur. Heart J. 2004. Vol. 25, Ne 13. P. 1116-1119. ].

e [Tannentam ¢ ' KMII u nononmuurensubiMu pakropamu pucka OII (qunarauuys JIIT,
crapueckuii Bozpact, XCH IlI-IV ®K) u koTopbie HE UMEIOT MIPOTUBOMNOKA3aHUIN K
Ha3HAUEHUIO AaHTUKOAryJsIHTOB MOXET OBbITh PEKOMEHJIOBAaHO pPAaCIIUPEHHOE
amOyiatopHoe MoHuTtopupoBaHue ODKI' ¢ 1enpio BBISIBICHHUS aCUMITOMHBIX
napokcusmMoB DIl npu nepBuyHOM o0OCIE€AOBAaHMU W B IIpoliecce moadopa

(hapmakoTepanuu U pu TUHAMHUYECKOM HabOIoAeHUHU (Kaxapie 12-24 mec.)

ACC/AHA 11b-B

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037. ].
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KomMmenTapmii: aodexéamuas oyenmka Hapywienuti pumma U npo8OOUMOCMU KPUMUYECKU
Heobxoouma onsi cmpamuguxayuu pucka BCC, nosmomy 6 HeKomopwvlx cayyasx HeoOXooum
onumenvuwii IKI -monumopune. Kpomepymunnozo cymounozo monumopuposanusi KI, 603morcHvl
gapuanmol: 48/72- 4acosou MOHUMOPUHZ, HAPYIICHLIL Nemedol peucmpamop, pe2ucmpamop
coobImull, UMnIaHmMupyemulti nemiegoli pecucmpamop. IKI -Ouacnocmuxa 00AHCHA NOBMOPAMbCS

Kadxcovle 12—24 mecsaya, onmumansHo nPoooHcUmMenbHOCmblo 48 uacos.

Hokazanuem k XMOKI sensemcs nosenenue y nayueHma xicaniob Ha cepoyedOueHue u/uiu

2OJIOBOKDpYIICEHUE.

Heobxo0umo yuumuléams, 4mo HApyuwieHus. pumma u npogoouMOCmu Mo2ym Ovlmb 00YCl06/1eHbl

nPOBOOUMOUL mepanuell.

IOKT -npusnaxu, nomoearowue 8 ouppepenyuanrvron ouacnocmuxe I'KMIT ughenoxonui I'KMII,
npeocmaenenvt 8 maonuye I12, Ipunoxcenue I'l [3, 4, 20,49, 125, 141, 147, 163, 185, 188-190].

Ixokapauorpadpus

OXOKIT -uccnenoBanue nauueHTaM HEO0OXOANMO BBINOJIHATH B COOTBETCTBUH C OTEYECTBEHHBIMU
U 3apyOeKHBIMU peKoMeHmanmsiMu 1o sxokapaunorpapuu AHA, ASE (American Society of

Echocardiography) u EACI (European Association of Cardiovascular Imaging).

[Cmanoapmusayus nposedenus mpancmopaxansmoii sxoxapouoepaguu 'y e3pocvix: Komcencyc sxcnepmos
Poccutickoii accoyuayuu cneyuanucmos yrompasgykosoti ouacnocmuxu 8 meouyune (PACY/IM) u Poccuiickou
accoyuayuu cneyuanucmos Qynxkyuonanvuou ouacnocmuky (PACOLA) / M. H. Anexun, C. IO. bapmow-3enenas, H.
@. Bepecmenwv [u Op.] // Yaempassykosas u @yukyuonanvras ouacnocmuka. — 2021, — Ne 2. — C. 63-79. — DOI
10.24835/1607-0771-2021-2-63-79. — EDN MUCMFC.

DokycHoe ynompasgykogoe ucciedo8anue 6 npakmuke spava-kapouonoza. Poccutickuil coenacumenvubiii 0oxymenm
/ FO. B. Mapees, O. H. /Picuoesa, O. T. 3opa [u op.] // Kapouonoeua. — 2021. — T. 61. — Ne 11. — C. 4-23. — DOI
10.18087/cardio.2021.11.n1812. — EDN PTKKRZ.

Ommen S.R., Mital S., Burke M A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):e159-¢240. doi.:
10.1016/j.jacc.2020.08.045.

Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y, Mohiddin
S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients with
Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration with
the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society of
Cardiovascular ~ Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Mitchell C, Rahko PS, Blauwet LA, Canaday B, Finstuen JA, Foster MC, Horton K, Ogunyankin KO, Palma RA,
Velazquez EJ. Guidelines for Performing a Comprehensive Transthoracic Echocardiographic Examination in Adults:
Recommendations from the American Society of Echocardiography. J Am Soc Echocardiogr. 2019 Jan;32(1):1-64.
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Lang RM, Badano LP, Mor-Avi V. et al. Recommendations for cardiac chamber quantification by echocardiography
in adults: an update from the American Society of Echocardiography and the European Association of Cardiovascular

Imaging. Eur Heart J Cardiovasc Imaging. 2015 Mar,;16(3):233-70.)

Cerqueira M.D., Weissman N.J., Dilsizian V. et al. Standardized myocardial segmentation and nomenclature for
tomographic imaging of the heart. A statement for healthcare professionals from the Cardiac Imaging Committee of

the Council on Clinical Cardiology of the American Heart Association. Circulation 2002;105:539-542.

Flachskampf'F. et al. Recommendations for Transoesophageal Echocardiography: Update 2010 // Eur.
J. Echocardiogr. 2010. Vol. 11, Ne 7. P.557-576.

Nagueh SE, Smiseth OA, Appleton CP et al. Recommendations for the Evaluation of Left Ventricular Diastolic
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Lancellotti P. et al. The Clinical Use of Stress Echocardiography in Non- Ischaemic Heart Disease:
Recommendations from the European Association of Cardiovascular Imaging and the American Society

of Echocardiography. // J. Am. Soc. Echocardiogr. 2017. Vol. 30, Ne 2. P. 101—138.

Senior R. et al. Contrast echocardiography: evidence-based recommendations by FEuropean

Association of Echocardiography // Eur J Echocardiogr. 2009. Vol. 10, Ne 2. P. 194-212. ].

e Bcem nanumentam ¢ nomo3peHuemM Ha ['KMII gns  BeisBiaenuss [JDK  u
BHYTPHXKEITYJOUYKOBOH OOCTPYKIIMHU IIPU IIEPBUYHOM OOCJI€IOBAHUU PEKOMEHI0OBaHAa

TT-2XOKI" ¢ npoBokallnoHHOM po0Ooii BajibcanbBhl.

EOK IB (V1 4 YYP C)

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Geske J.B., Ommen S.R., Gersh B.J. Hypertrophic Cardiomyopathy: Clinical Update //JACC Hear. Fail.
2018. Vol. 6, Ne 5. P. 364-375.

Klues H.G., Schiffers A., Maron B.J. Phenotypic spectrum and patterns of left ventricular hypertrophy in hypertrophic
cardiomyopathy.: morphologic observations and significance as assessed by two-dimensional echocardiography in
600 patients. J. Am. Coll. Cardiol. 1995; 26: 1699-1708.

Maron B.J. et al. Clinical course of hypertrophic cardiomyopathy with survival to advanced age // J.
Am. Coll. Cardiol. 2003. Vol. 42, Ne 5. P. 882—888.

Maron B.J. et al. Nonobstructive Hypertrophic Cardiomyopathy Out ofthe Shadows: Known from the
Beginning but Largely Ignored ... Until Now // Am. J. Med. 2017. Vol. 130, Ne 2. P, 119—123.

Maron M.S. et al. Hypertrophic cardiomyopathy is predominantly a disease of left ventricular outflow
tract obstruction // Circulation. 2006. Vol. 114, Ne 21. P. 2232-2239.
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Elliott P, Gimeno J.,TomeM.,McKennaW. Left ventricular outflow tract obstruction and sudden death in hypertrophic
cardiomyopathy. Eur. Heart J. 2006,27: 3073-3074.

Spirito P, Bellone P, Harris KM. et al. Magnitude of left ventricular hypertrophy and risk of sudden death in
hypertrophic cardiomyopathy. N. Engl. J. Med. 2000; 342:1778-1785. ].

® Bcem namuentam ¢ ['KMIT uzmepeHrne MaKCUMaJIbHOM JUACTOIMYECKON TOJILUHBI MUOKapAa
JDK pexkomennyercs npoBoguTh B 2D-pexkume mo kopoTkoit ocu JDK Bo Bcex cermeHTax, oT

0a3aibHBIX 10 BEPXYILIKH.

EOK IC Bkmtouas tpancmutpansubiii (Y1 4 YYP C)

[Huang X. et al. Assessment of left ventricular systolic and diastolic abnormalities in patients with
hypertrophic cardiomyopathy using real-time three-dimensional echocardiography and two-
dimensional speckle tracking imaging // Cardiovasc. Ultrasound. 2018. Vol. 16, /e 1. P. 23.

Klues H.G., Schiffers A., Maron B.J. Phenotypic spectrum and patterns of left ventricular hypertrophy in hypertrophic
cardiomyopathy: morphologic observations and significance as assessed by two-dimensional echocardiography in
600 patients. J. Am. Coll. Cardiol. 1995; 26: 1699-1708.

Cerqueira M.D. et al. Standardized Myocardial Segmentation and Nomenclature for Tomographic
Imaging of the Heart A Statement for Healthcare Professionals From the Cardiac Imaging Committee
// Circulation. 2002. Vol. 105, Ne 4. P. 539—542.

Lang RM, Badano LP, Mor-Avi V. et al. Recommendations for cardiac chamber quantification by echocardiography
in adults: an update from the American Society of Echocardiography and the European Association of Cardiovascular
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Ne 2. P 385-390.
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e Bcem narmuenTam ¢ I'KMIT pekomenyercs TiarenbHas OleHKa JMACTOIMYeCKoi QyHKIuN
JDK, BKxito4ass TpaHCMMTpAIbHBIA KPOBOTOK, KPOBOTOK B JIETOYHBIX BEHAaX, TKaHEBYIO

nomnrieporpaduio, namMepenue pazmepa u oorema JIII gist crparudukamnuu pucka BCC.

EOK IC (Y14 VYP C)

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
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cardiomyopathy with restrictive phenotype. J. Am. Coll. Cardiol. 2007, 49.: 2419—2426.
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e CuMnToMHBIM nanueHTam ¢ MmakcumanbHbIM [J] B BTJIDK (B mokoe niau cripoBOLMPOBaHHBIM) <
50 MM pT. cT. pexoMenayetcs nposeneHue crpecc-1TT-DXOKI ns BbIsiBIEHMS TIPOBOLIMPYEMOI

obctpykuuu BTJIK u crpecc-unaynupyemoii MP.

EOK IB (YL 4 YYP C

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
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Echocardiography 2009;26: 513-520.

Elliott P. et al. Left ventricular outflow tract obstruction and sudden death in hypertrophic
cardiomyopathy // Eur. Heart J. 2006. Vol. 27, Ne 24. P. 3073—-3074.

Nistri S. et al. Timing and significance of exercise-induced left ventricular outflow tract pressure gradients in
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Sadoul N. et al. Prospective prognostic assessment of blood pressure response during exercise in patients with
hypertrophic cardiomyopathy // Circulation. 1997. Vol. 96, Ne 9. P. 2987-2991.
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Echocardiogr. 2017. Vol. 30, Ne 9. P. 829-844. ].

® ACHMIITOMHBIM TaIlM€HTaM C MaKCUMaJIbHbIM rpanuentom aasinenus B BTJDK (mokost wim
UHAYIupoBaHHbIM) < 50 MM pT.CT. pekoMmeHaoBaHo mposeaeHue crpecc-TT-DXOKI, ecnu
HaJIM4Yue OOCTPYKIMHM MMEET 3HaueHue JUIsi PeKOMEHJAnui 1o obpa3y >KM3HM U Ha3HAYCHUS

HeKapCTBCHHOﬁ TCpalinu.

EOK ITbC (Y14 YVP C)

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
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with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
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of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Shah J.S., Esteban M.T.,, Thaman R. et al. Prevalence of exercise-induced left ventricular outflow tract obstruction in
symptomatic patients with non-obstructive hypertrophic cardiomyopathy. Heart 2008; 94.: 1288—1294.

Maron M.S., Olivotto 1., Zenovich A.G. et al. Hypertrophic cardiomyopathy is predominantly a disease of left
ventricular outflow tract obstruction. Circulation 2006, 114: 2232—

Dimitrow PP, Bober M., Michalowska J., Sorysz D. Left ventricular outflow tract gradient provoked by upright
position orexercise in treated patients with hypertrophic cardiomyopathy without obstruction at rest.
Echocardiography 2009,;26: 513-520.

Nistri S. et al. Timing and significance of exercise-induced left ventricular outflow tract pressure gradients in
hypertrophic cardiomyopathy // Am. J. Cardiol. 2010. Vol. 106, Ne 9. P. 1301-1306. ].

® YV QOJIbHBIX ¢ CyOONTUMAJIbHBIM Kay€CTBOM M300pa)KeHUs MJTU C MPEATNoIaraeMoi anuKaibHON
runeprpoduert JDOK wnm anukanbHOM aneBpu3Mmoit JDK, wimM  aTMnMYHBIM - maTTepHOM
runeprpoduu, pekomenayercs IXO-KI' ¢ kontpactupoBanuem nonoctu JDK, kak aasrepHaTHBa

MPT cepana.

EOK ITaC (Y15 VYP C)
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AHA/ACC |1aB

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-e240. doi.:
10.1016/j.jacc.2020.08.045.

Senior R., Becher H., Monaghan M. et al. Contrast echocardiography: evidence-based recommendations by European
Association of Echocardiography. Eur. J. Echocardiogr. 2009, 10: 194-212. ].

e lurpakopoHapHoe koHTpacTupoBanue Muokapa npu TT-DXOKI" Bo Bpemsi 1uarHoCTUYECKOi
KAT pexoMeHayeTcsl MalMEeHTaM, Y KOTOPBIX IJIAHUPYETCs CENTabHAs aJKOTOJIbHAs abiarus

(OCA), nns uaeHTUGUKAINH TOAXOAIIEH U a0laluy CeNnTaaIbHON BETBU KOPOHAPHON apTEepHH.

EOK IB (YJJI 4 VYP C)

[Senior R. et al. Contrast echocardiography: evidence-based recommendations by European
Association of Echocardiography // Eur J Echocardiogr. 2009. Vol. 10, /e 2. P. 194-212.

Cardim N, Galderisi M, Edvardsen T. et al. Role of multimodality cardiac imaging in the management of patients
with hypertrophic cardiomyopathy: an expert consensus of the European Association of Cardiovascular Imaging
Endorsed by the Saudi Heart Association. Eur Heart J Cardiovasc Imaging. 2015 Mar;16(3):280.)

Wallace EL, Thompson JJ, Faulkner MW, Gurley JC, Smith MD. Septal perforator anatomy and variability of
perfusion bed by myocardial contrast echocardiography: a study of hypertrophic cardiomyopathy patients undergoing
alcohol septal ablation. J Interv Cardiol. 2013 Dec;26(6):604-12.

Monakier D, Woo A, Puri T, Schwartz L, Ross J, Jamorski M, Yang H, Liu Z, Vannan M, Wigle ED, Rakowski H.
Usefulness of myocardial contrast echocardiographic quantification of risk area for predicting postprocedural
complications in patients undergoing septal ethanol ablation for obstructive hypertrophic cardiomyopathy. Am J
Cardiol. 2004 Dec 15;94(12):1515-22.

Kim MS, Klein AJ, Groves BM, Quaife RA, Salcedo EE. Left ventricular outflow tract obstruction in the presence of
asymmetric septal hypertrophy and accessory mitral valve tissue treated with alcohol septal ablation. Eur J
Echocardiogr 2008,;9:720-724.

Kim M.S. et al. Left Ventricular Outflow Tract Obstruction in the Presence of Asymmetric Septal
Hypertrophy and Accessory Mitral Valve Tissue Treated With Alcohol Septal Ablation // Eur. J.
Echocardiogr. 2008. Vol. 9, Ne 5. P. 720— 724. ].

e [losropusie OXOKI -uccnenoBanus pexomennaytorcs OoiapHbIM ['KMII, npu wusmeneHun
KJIMHAYECKOTO CTaTyca, MpH IMOSIBICHUN HOBOW CEPAEYHO-COCYAMCTON CHMIITOMAaTHKH, OLICHKH
3¢ GEeKTUBHOCTH MPOBOJUMON Tepamuu WM XUPYpPrHU€CKOT0/3HIOBACKYIISIPHOTO JIEUEHUS st

CBOCBPEMCHHOI'O BBIABJIICHUA OCJIOKHEHUHN U AVWHAMUKHU pEMOACIIMPOBAHUA CcepaLa

EOK IB (VA 4 YYP C)
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[Shah J.S., Esteban M.T., Thaman R. et al. Prevalence of exercise-induced left ventricular outflow tract obstruction
in symptomatic patients with non-obstructive hypertrophic cardiomyopathy. Heart 2008; 94: 1288—1294.

Spirito P. et al. Risk of sudden death and outcome in patients with hypertrophic cardiomyopathy with
benign presentation and without risk factors //

Elliott P, Gimeno J., TomeM., McKennaW. Left ventricular outflow tract obstruction and sudden death in hypertrophic
cardiomyopathy. Eur. Heart J. 2006,27: 3073-3074. Am. J. Cardiol. 2014. Vol. 113, Ne 9. P. 1550—1555.

Maron M.S., Olivotto 1., Betocchi S..et al. Effect of left ventricular outflow tract obstruction on clinical outcome in

hypertrophic cardiomyopathy. N. Engl. J. Med. 2003;348:295-303. ].

® ODXOKI" pexoMeHyeTCsl KAK KOMIIOHEHT CKPUHUHT-aJITOPUTMa YWiIEHOB ceMbU OosibHOro I'KMII,

€CJIM XOTS OBl OIUH U3 HUX HE ABJIICTCA I'CHOTHUII-OTPHULATCIIBHBIM U BBISABIICHA ACCOLMHUPOBAHHAA

¢ 3a60neBanuem rennas mytanus. KOPP NreHETHKOB + UX CChLIKH

EOK IC (YUL5 YYP C

[Rapezzi C., Arbustini E., Caforio A.L. et al. Diagnostic work-up in cardiomyopathies: bridging the gap between
clinical phenotypes and final diagnosis. A position statement from the ESCWorking Group on Myocardial and
Pericardial Diseases. Eur. Heart J. 2013;34:1448-1458.

Charron P., Forissier J.F., Amara M.E. et al. Accuracy of European diagnostic criteria for familial hypertrophic

cardiomyopathy in a genotyped population.Int. J. Cardiol. 2003;90:33-38. /.

KommenTapuii: mpebyemca ucnonvzoeams pacuupennsiii npomoxon IXOKI, adanmupogannwviii K
ouaenocmuke I'KMII. Ilepeuens nokazameneu, xoosimux ¢ npomoxon TT-DXOKI, npeocmasnenvl 6
mabnuye I14, [punoscenue I'l.

3abonesanus (kpome obcmpyxkmugnou ['KMII), npu kKomopwvlx modxcem pecucmpuposamscs
nosvtuterue I /] 6 BTJK u SAM-cunopom (IIC MK) npedcmasnenst 6 mabdauye 116, Ilpunoscenue
Il

s oughghepenyuanvrot ouacHocmuku ¢ heHoKORUAMU U NPU 8b1OOpe XUPYPeUHecKoU MaKmuKu
npu I'KMII moeym ucnonvzoeamucsi dononnumenvivle onyuu npu IXOKI, npedcmasnenvl 6

mabauye 115, Ipunoscenue I'l.

OXOKT -naxooku, nossonsrowue ougpgepenyuposamo [KMII u  ¢enoxonuu T'KMII,
npeocmasnenvt 8 maoauye 113, Ipunooicenue I'l u mabnuye 117, [lpunoscenue I'l [1, 4, 29, 144,

163].

Pexomenanuu mo ypecnumeBoaHoi yxoxkapauorpadpuuu npu 'KMII

e utpa/mepuonepannonnas YII-OXOKI mpu CMD pexoMeH10BaHa MTAIMEHTaM JJIsl YTOUHEHUS
Mexanu3ma  obctpykuuun  BTJDK, koHTponst ~ Xupypruyeckoil  CTpaTerdd,  OLIEHKH

MOCTXUPYPTrUYECKUX OCIOKHEHUH U BBIABICHUS ocTaTouHOoM oOcTpykiuu BTJDK.

EOK IC (YL 4 YYP C)
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[Flachskampf F.A., Badano L., Daniel W.G. et al. Recommendations for transoesophageal echocardiography: update
2010 Eur. J. Echocardiogr. 2010,11:557-576.

Cardim N. et al. Role of multimodality cardiac imaging in the management of patients with hypertrophic
cardiomyopathy: An expert consensus of the European Association of Cardiovascular Imaging Endorsed by the Saudi
Heart Association // Eur. Heart J. Cardiovasc. Imaging. 2015. Vol. 16, Ne 3. P. 280.

Kim M.S. et al. Left Ventricular Outflow Tract Obstruction in the Presence of Asymmetric Septal Hypertrophy and
Accessory Mitral Valve Tissue Treated With Alcohol Septal Ablation // Eur. J. Echocardiogr. 2008. Vol. 9, Ne 5. P. 720—
724.

Grigg L.E. et al. Transesophageal Doppler echocardiography in obstructive hypertrophic cardiomyopathy:
Clarification of pathophysiology and importance in intraoperative decision making // J. Am. Coll. Cardiol. 1992. Vol.
20, Ne . P. 42-52.

Marwick TH. et al. Benefits of intraoperative echocardiography in the surgical management of hypertrophic
cardiomyopathy // J. Am. Coll. Cardiol. 1992. Vol. 20, Ne 5. P. 1066—1072.

Oki T. et al. Transesophageal echocardiographic evaluation of mitral regurgitation in hypertrophic cardiomyopathy:
Contributions of eccentric left ventricular hypertrophy and related abnormalities of the mitral complex // J. Am. Soc.
Echocardiogr. 1995. Vol. 8, Ne 4. P. 503—510.

Yu E.H.C. et al. Mitral regurgitation in hypertrophic obstructive cardiomyopathy: Relationship to obstruction and
relief with myectomy // J. Am. Coll. Cardiol. 2000. Vol. 36, Ne 7. P. 2219-2225. ].

e UII-OXOKI" pexomenaoBana kak ansrepHaruBa MPT mis manuenroB ¢ 'KMII npu BeiOope
BUa oneparuBHOTo BMeniaresnbeTBa (CMD mim DCA), y KOTOPBIX HE SICEH MEXaHU3M 00CTPYKIIUU
BTJDK wmm g ounenku cocrosHua MK wim ecnu  perucrtpupyercss BblpakeHHas MP,
HPEANOIOKUTENbHO He cBsizaHHas ¢ SAM-cunapomom (IIC/] ctBOpok), a 00ycioBieHHas

coOcTBeHHBIMH anoManuaMu MK.
EOK IIaC (Y14 YYPC)

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-¢240. doi.
10.1016/j.jacc.2020.08.045.

Nagueh SF, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y, Mohiddin
S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients with
Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration with
the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society of
Cardiovascular ~ Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Flachskampf F.A., Badano L., Daniel W.G. et al. Recommendations for transoesophageal echocardiography: update
2010 Eur. J. Echocardiogr. 2010,11:557-576.

Cardim N. et al. Role of multimodality cardiac imaging in the management of patients with hypertrophic
cardiomyopathy.: An expert consensus of the European Association of Cardiovascular Imaging Endorsed by the Saudi
Heart Association // Eur. Heart J. Cardiovasc. Imaging. 2015. Vol. 16, Ne 3. P. 280.

Kim M.S. et al. Left Ventricular Outflow Tract Obstruction in the Presence of Asymmetric Septal Hypertrophy and
Accessory Mitral Valve Tissue Treated With Alcohol Septal Ablation // Eur. J. Echocardiogr. 2008. Vol. 9, Ne 5. P. 720—
724.

Grigg L.E. et al. Transesophageal Doppler echocardiography in obstructive hypertrophic cardiomyopathy:
Clarification of pathophysiology and importance in intraoperative decision making // J. Am. Coll. Cardiol. 1992. Vol.
20, Ne . P. 42-52.
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Marwick TH. et al. Benefits of intraoperative echocardiography in the surgical management of hypertrophic
cardiomyopathy // J. Am. Coll. Cardiol. 1992. Vol. 20, Ne 5. P. 1066—1072.

Oki T et al. Transesophageal echocardiographic evaluation of mitral regurgitation in hypertrophic cardiomyopathy:
Contributions of eccentric left ventricular hypertrophy and related abnormalities of the mitral complex // J. Am. Soc.
Echocardiogr. 1995. Vol. 8, Ne 4. P. 503—510.

Yu E.H.C. et al. Mitral regurgitation in hypertrophic obstructive cardiomyopathy: Relationship to obstruction and
relief with myectomy // J. Am. Coll. Cardiol. 2000. Vol. 36, Ne 7. P. 2219-2225. ].

e [lanuenram ¢ 'KMII npu BeinosiHenuu DCA 17151 KOPPEKTHOTO OIPE/ICICHUSIICIEBON
30HBI  BO3JAEUCTBHUSI peKOMEHAOBaHO wuHTpaonepamuonHoe UII-OXOKIT ¢

MHTPAKOPOHAPHBIM KOHTPACTUPOBAHUEM MHUOKapAa

EOK I1aC (Y444 YYP C)
(Koncencyc 3xcnieproB EACVI 2015)

[Senior R. et al. Contrast echocardiography: evidence-based recommendations by European
Association of Echocardiography // Eur J Echocardiogr. 2009. Vol. 10, /e 2. P. 194-212.

Cardim N, Galderisi M, Edvardsen T. et al. Role of multimodality cardiac imaging in the management of patients
with hypertrophic cardiomyopathy: an expert consensus of the European Association of Cardiovascular Imaging
Endorsed by the Saudi Heart Association. Eur Heart J Cardiovasc Imaging. 2015 Mar;16(3):280.)

Kim M.S. et al. Left Ventricular Outflow Tract Obstruction in the Presence of Asymmetric Septal Hypertrophy and
Accessory Mitral Valve Tissue Treated With Alcohol Septal Ablation // Eur. J. Echocardiogr. 2008. Vol. 9, Ne 5. P. 720—
724.

Monakier D, Woo A, Puri T, Schwartz L, Ross J, Jamorski M, Yang H, Liu Z, Vannan M, Wigle ED, Rakowski H.
Usefulness of myocardial contrast echocardiographic quantification of risk area for predicting postprocedural

complications in patients

Wallace EL, Thompson JJ, Faulkner MW, Gurley JC, Smith MD. Septal perforator anatomy and variability of
perfusion bed by myocardial contrast echocardiography: a study of hypertrophic cardiomyopathy patients undergoing
alcohol septal ablation. J Interv Cardiol. 2013 Dec;26(6):604-12. ].

IIpoBenenue mnpoBOKamMOHHON mMpodObl BaabcaabBbl IS JAMATHOCTHKHU JIATEHTHOM

oocrpykuun BTJIK

I[Tpo6y Banwscamsel ipu TT-DXOKI' ciemyeTr mpoBOAUTH B MOJIOKECHUUTIAITUCHTA
Jexxa Ha JieBoM Ooky. llanmmeHTy cienyer Hamnpsyb MBIIILBI IepeaHel OpIOIIHOM
CT€HKH, UTO IIOBBIIIA€T BHYTPUOPIOIIHOE M BHYTPUI'pyAHOE naBiieHHe. KOHTpoOJb
YPOBHSI HaOpsDKEHHUSI I[eJ1ecO00pa3HO OCYHIECTBIISITh C MOMOIIBIO YCTPOMCTBA,
MPEACTABJISIONIETO MAHOMETP, COEIMHEHHBI C MYHAIITYKOM; IIPU 3TOM HAalEHTA

OpOCIT YyAep>KUBaThHAIIPSHKEHUE, YTOOBI JJaBJIECHHWE Ha MaHOMETpE cocTasJsiio 20—
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40 mm pr.ct. Bo Bpemss mpoObl BanbcaiabBbl PErHCTpUPYETCS MaKCHUMaJIbHasI
ckopocTh KpoBoTOKa B BTJIDK ¢ ncnosib30BaHnEM IIOCTOSAHHO-BOJIHOBOI'O JOMILIEPA.
Ecnmun B monokeHWM nanmeHTa Jieka npoda oTpulaTresibHasi, TO PEKOMEHIYEeTCs

MPOBECTHU NMPOOY B MOJIOKEHUH CUIS U CTOS.

MaruuTHo-pe30HaHCHasi ToMorpadus

e MPT cepauna ¢ KOHTpacTUpOBaHMEM (IpU OTCYTCTBHM HPOTUBOIIOKA3aHUMN)
peKoMeHayeTCsl BBINOJIHUTh KaK MUHHMYM OJMH pa3 I10CJ€ NOCTaHOBKHJHArHo3a
I'KMII nnsa yrounenus manabix D XOKI (anatomuu cepria, GyHKIINH )KEeTy JOYKOB),
a TakKXXe BBIIBJIICHMSI W OIIEHKH paclpocTpaHeHHOCTH ¢udpo3a MHOKapiaa H
nckimouenus: ¢penoxkonuiit ' KMII u npyrux 3a0osieBaHUA.

EOKIB(YA44YYPC)

Koncencyc sxcnepros EACVI 2015

KommenTapuii: Heo6xogumocts BeimonHenuss MPT BoizBana TeM, uto TT-3x0KI™ MoXkeT HEKOPPEKTHO
OIICHUBATH TOJIIMHY MHOKap/a B HEKOTOPhIX cermeHTax JIJK, 0cOOEHHO B anmMKaIbHBIX, HE BBISIBIISTH
anuKajibHbIE aHEBPU3MbI HEOOJIBIINX Pa3MEPOB.

[Huurman R, van der Velde N, Schinkel AFL, Hassing HC, Budde RPJ, van Slegtenhorst MA, Verhagen JMA, Hirsch
A, Michels M. Contemporary family screening in hypertrophic cardiomyopathy: the role of cardiovascular magnetic
resonance. Eur Heart J Cardiovasc Imaging. 2022 Aug 22;23(9):1144-1154. doi: 10.1093/ehjci/jeac099. PMID:
35670722; PMCID: PMC9365305.

Bois JP, Geske JB, Foley TA, Ommen SR, Pellikka PA. Comparison of Maximal Wall Thickness in Hypertrophic
Cardiomyopathy Differs Between Magnetic Resonance Imaging and Transthoracic Echocardiography. Am J Cardiol.
2017 Feb 15;119(4):643-650. doi: 10.1016/j.amjcard.2016.11.010. Epub 2016 Nov 16. PMID: 27956002. ].

e MPT cepana ¢ KOHTpacTUpOBaHMEM (IPU OTCYTCTBUH IIPOTHUBOIIOKAa3aHUMN)
PEKOMEHAYETCs BBIINOJHUTE NAllMEHTaM, KOTOpPbIM Noka3zaHa peaykuus MOKIIL, u y

koTopelX TT-3x0KI' He mno3BojseT OonpeacianTs aHATOMHWYECKHH MEXaHU3M

ooctpykuuu BTJDK, nist obocHoBaHus BeIOOpa metona peaykuuu MOKIT.

AHA/ACC 1B

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el59-e240. doi:
10.1016/].jacc.2020.08.045. ].

e MPT cepama ¢ KOHTpacTUpOBaHHEM (MPU OTCYTCTBUU NPOTHUBOIIOKA3aHHU)

PCKOMCHAOYCTCA BBITITIOJIHUTDH npu IMOAO3PCHUHN Ha AIIUKAJIBHYTO HIIn
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cpennexxenynoukoByio ¢dopmy 'KMII u anukanbuyro anespusmy JIK.

[Nagueh SF, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037. ].

(VIJ14 YYP C)

e [loBropasie MPT cepama ¢ koHTpacTupoBaHUEM (Kaxkapie 3-5 JeT) M.0. pacCMOTPEHO s
naiueHToB ¢ 'KMII ¢ uenbto crparuduxammu pucka BCC, oueHku auHamMuKd Mopdo-
¢yuknuoHanbHblx u3MeHenudl JDK (OBJDK, makcumanbHas TOJIIMHA MHOKApAa, pa3BUTHE
anyKaJIbHOW aHEBPU3MBI).

AHA/ACC IIbC

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):e159-e240. doi:
10.1016/j.jacc.2020.08.045. ].

e IIpoBenenne MPT poiacTtBeHHMKaM mnOpodOaHAa TIEPBOM JIMHHUM POJCTBA
PEKOMEHAYETCs, €CJU IMOCTAaHOBKa JUarHo3a 3HAa4YMMO BJHSET Ha 00pa3 KHU3HU
(Hamp. 3ampernieHue copeBHoBaTenbHOro cnopta), a npu DXOKI umeercsi HUBKOE
Ka4yeCTBO H300paXKCHUsI, WU JaHHbIE NOTPaHUYHBIE/ COMHUTEIBbHBIC, WJIH €CTh

n3meHeHust Ha DKI', a OXOKI — 6e3 OTKJIOHEeHUIOT HOPMEI. [].
YAA5YYPC

Koncencyc 3xcneproB EACVI 2015

e [lanmmentam C mnpeanosnaraeMbiMu GeHokonusimu ['KMIT (amunonno3 cepama u
Jpyrye, cM. Tadimily) pekomeHaoBaHo MPT cepania ¢ KOHTpaCTUPOBAaHUEM C ILEIbIO

BhIsiBIIcHUs 30H [THI].
EOK I1aC (VL2 VYP A)

[Dubrey S.W., Hawkins P.N., Falk R.H. Amyloid diseases of the heart: Assessment, diagnosis, and referral // Heart.
2011. Vol. 97, Ne 1. P. 75-84.

Quarta C.C. et al. Defining the diagnosis in echocardiographically suspected senile systemic amyloidosis // JACC
Cardiovasc. Imaging. 2012. Vol. 5, Ne 7. P. 755-758.

Tsai S.B. et al. Myocardial infarction with “clean coronaries” caused byamyloid light-chain AL
amyloidosis: A case report and literature review // Amyloid. 2011. Vol. 18, Ne 3. P. 160—164.
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Vogelsberg H. et al. Cardiovascular Magnetic Resonance in Clinically Suspected Cardiac Amyloidosis.
Noninvasive Imaging Compared to Endomyocardial Biopsy // J. Am. Coll. Cardiol. 2008. Vol. 51, Ne 10. P.
1022—1030.

Rapezzi C. et al. Disease profile and differential diagnosis of hereditary transthyretin-related
amyloidosis with exclusively cardiac phenotype: an Italianperspective // Eur Hear. J. 2013. Vol. 34, No 7.
P 520-528.

Falk R.H. Diagnosis and management of the cardiac amyloidoses // Circulation. 2005. Vol. 112, Ne 13. P. 2047-2060.

Gillmore J.D. et al. Nonbiopsy diagnosis of cardiac transthyretin amyloidosis // Circulation. 2016. Vol. 133, Ne 24. P.
2404-2412.

Syed I.S. et al. Role of Cardiac Magnetic Resonance Imaging in the Detection of Cardiac Amyloidosis // JACC
Cardiovasc. Imaging. 2010. Vol. 3, Ne 2. P. 155-164. ].

e MPT cepauia ¢ KOHTPACTUPOBAHUEM PEKOMEHIYETCS JI0 OIE€paAlluH XUPYPrudecKoi
u Hexupyprudeckoit penykiuu MXKII nis oneHKH xapakTepau pacinpOCTPaHEHHOCTHU

runeprpoduu u ¢Gudbpoza MHUOKapaa.

EOK I1aC (Y1 4 VYP C)

e MPT cepama ¥ COCyIOB HOOJDKHA HMHTEPIPETUPOBATHCS CIICHUAIUCTAMM,
WMCIOIIIUMH OIBIT B BU3yaJIU3al[UH CEP/Illa U OIICHKE 3a00sieBaHUN MHOKapa [4, 54,
226, 231, 238].

EOK IC (YL 5 YYP C)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy. The
task force for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of
Cardiology (ESC) // Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733—-2779.

European Reference Networks in the Field of Rare Diseases: State of the Art and Future Directions. Third
Report [Electronic resource]. 2008. URL: http://www.eucerd.eu/?post_type=document&p=1204.

Moon J.C.C. et al. Detection of apical hypertrophic cardiomyopathy by cardiovascular magnetic resonance
in patients with non-diagnostic echocardiography // Heart. 2004. Vol. 90, Ne 6. P. 645—649.

Webb J. et al. The Emerging Role of Cardiac Magnetic Resonance Imaging in the Evaluation of Patients
with HFpEF // Curr. Heart Fail. Rep. 2018. Vol. 15, Ne 1. P. 1-9.

O’Hanlon R., Assomull R.G., Prasad S.K. Use of cardiovascular magnetic resonance for diagnosis and
management in hypertrophic cardiomyopathy // Curr. Cardiol. Rep. 2007. Vol. 9, Ne 1. P. 51-56. ].

e MPT pexoMmeH0BaHO nanyeHTaMm ¢ nogo3peHneM Ha 'KMII 1 coMHUTENBHBIMY pe3yabTaTaMu
TT-3x0KI" u morpannyHbIMH LU(pPaMU TONLIMHBI MUOKap/ia

(VIJ14 VYP C)

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
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with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037. ].

KommenTapwuii:

MPT ne umeem npucywux IXOKI' oepanuuenuii u s611emcs «3010MblM CIMAHOAPMOMY OYeHKU
monuuHsl Muokapoa u oovemos JIK u IDK (bonvuie mounocms uzmepenuil u 60Cnpou3800UMoCms,
MeHble 0nepamopo3agucuMocmy), NOIMOMY NHpU  OMCYMCMEUU  NPOMUBONOKA3AHUL, eClU
nozeonsiom pecypcol u onvim, MPT Oonxcna paccmampusamovcs 0ns nayuenmog ¢ I KMII 6
Kauecmee 6a306020 memooa uccieoosanus [216, 227, 231, 238, 239].

MPT maxoice no36onaem uccie008ams mekCmypy MUoOKapod, m.e. Haaudue u pacnpoCcmpaneHHoCb
MUOKAPOUanbHo2o pubpoza. Memoouxa ochosana Ha mom, 4mo 8 cecmeHmax muokapoa ¢ >15%
Gubposa evissnsemcs enomen no3oneeo Haxonaewus eadoaunus (IIHI) — 3adeporcka
svimbieanus Gd- kommpacma. Hanuuue pacnpocmpanenno2o @uoposa A61semcs npeouKmopom
He2amueHo20 pemMooenuposanus, pazeumus cucmonuyeckou oucgyuxkyuu u XCH, a maxoice

omHocumcs Kk dononnumenvHoim ghakmopam pucka BCC.

IIpu MPT sviasnsiomes 2 0CHOBHbIX nammepHa Guopo3a:

1. Uumpamypanvuvii ¢udbpos 6 npedenax cunepmpohupo8anHvlx ce2MeHmos, KOMOpbli Ha
2UCMONOSUYECKOM YPOBHE  AGNAEMCS  OMPAXCEHUEM NPAMO20  OelCmeus «NPUUUHHO20»
2EHEeMU4ecKoe0 BapUAHmMa U MONEKYIAPHO2O NAmMo2eHe3d, Nposeiaue0 OUCKOMIIeKcayuell
KapOUOMUYUMO8 U MblULeUHbIX B0JIOKOH — (eHomeH «disarrayy, ¢ubpo3om pasHol cmeneuu
BbIPANCEHHOCT.

2. 3onwvl gubposa moeym Ovimv evisignenvr ¢ MIKII 6 nepedweii u/unu 3adueti odoracmsx,
epanunawux co ceob6oonou cmenxou IDK (m. wnas. «right ventricular insertion pointsy).

Cuumaemcsi, Ymo >mo UHMEPCMUYUATbHLIL GuUOPO3 unu npomedxcymounviti penomun [IHT,
nHauansnas cmaous [99, 216, 230].

Iapamempoi, komopwie Heobxo0umo oyenums npu MPT cepoya y nayuenma ¢ I'KMII, npedcmagnensi

6 mabnuye 118, IIpunoscenue I'l.

VY nHocurenet mytauuii B noruneprpodpudeckoit craguu I'KMII npu MPT moxHO
BBISIBUTH «Mallbleé aHOMAaJIMM CepAla» — KPUIIThl MHOKapaa, anomanuu MK,
aruKaJbHOE CMEIICHUE MNaNnuUISPHBIX MBI, Ha JOKIWHUYEeCKOW CcTaauu y
HEKOTOPBIX MAIUSHTOB C TeHOTUITOM(+)/ GEHOTHUTIOM(-) MOT'YT OBITh BBISIBJICHBI 30HbBI

I[THTI. (cM. alropuT™M AUArHOCTHUKHU HA JTOKJIMHUYECKOM cTaaun) [239-241].

I[Tpu MPT cepniia Takke BBISBISIIOTCS aHoMmanuu annapara MK (cm. tabmuiry [18,

ITpunosxkenue I'1).

Kpome 3naunmoctu B nuarsoctuke ' KMII, MPT cepana urpaer posib B JUarHOCTHKE

denoxoruii 'KMII. ITpu amunounnose 30161 [THIT onpenensitorest B sHIOKapAUAIBHBIX U
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CyOdPHIOKapAUATIBHBIX OTJICJIaX U HE 3aBHUCHUT OT 30H KPOBOCHAOKEHHUsI MHOKapja [57,
236]. Ilpu 6one3nu Anaepcona-Padbpu — Hamnaue nHTpamuokapauansaoro [THI vame
BCETO II0 33JHCOOKOBOMY CErMEHTY Ha Oa3allbHOM W cpeaHeM ypoBHsx [171]. ¥V

crnoprecMeHoB ¢ I'JIDK, orcyrcTByror 30Hb1 ITHI.

Komnbrorepuasi romorpagusi / MyJabTUCIUPAIbHAS KOMIILIOTEPHAsi TOMOTpadusi

e [lantmentam ¢ I'KMII, y koTopweix Hu3koe KadecTBO DXOKI' m3obpakeHHs, a
npoBeaeHue MPT npoTHUBOIIOKa3aHO ISl OLEHKHA TOJLIMHBI MHOKap/ia U pa3MepoB
nojmocred  cepama  pexkomeHayercs — BeimonaHATH  KT/MCKT  cepanma ¢
KOHTpacTupoBanuem [216, 242].

EOKIIaC (YAA5VYYPC)
AHA/ACC IIbC

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):e159-e240. doi:
10.1016/j.jacc.2020.08.045.

Nagueh SF, Phelan D, Abraham T, Avmour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y, Mohiddin
S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients with
Hypertrophic Cardiomyopathy.: An Update from the American Society of Echocardiography, in Collaboration with
the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society of
Cardiovascular ~ Computed  Tomography. J Am Soc Echocardiogr. 2022  Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Cardim N, Galderisi M, Edvardsen T. et al. Role of multimodality cardiac imaging in the management of patients
with hypertrophic cardiomyopathy: an expert consensus of the European Association of Cardiovascular Imaging
Endorsed by the Saudi Heart Association. Eur Heart J Cardiovasc Imaging. 2015 Mar;16(3):280.)

Schroeder S. et al. Cardiac Computed Tomography: Indications, Applications, Limitations, and Training
Requirements: Report of a Writing Group Deployed by the Working Group Nuclear Cardiology and Cardiac CT of the
European Society of Cardiology and the European Council of Nuc // Eur Hear. J. 2008. Vol. 29, Ne 4. P. 531-556. ].

Kommenrapmii: KT cepoya, kpome anamomuyeckux OQHHbIX cepoyd, NO3680asem maKice
BU3VATUIUPOBAMb KOPOHAPHblE ApmMepul, OYEeHUBamv UX MNpoxXoOUMOCMb U  AHAMOMUYECKUe

OCO6€HHOC}’I’IM, Haauvue Muomp()uaflbubzx

«MBIUEUHBIX MOCIMUKOBY, YUMo uepaem 8axcHyro pois 8 ouachocmuxe UBC, ¢ momuucne npu I'KMII y

nayueHmos cmapuiel 603pacmuoll Spynnbl.

MCKT cepoya, umerowas 8vicokoe npoCmpanHcmeeHHoe paspeuleniie, no3goisem obecneuums moyHoe
usMepeHue MONUWUHbL, MACCbl MUOKAPOA, 00bemMa XHCelyoouko8 U ¢pakyuro evlopoca.
Cpasnumenvroe ucciedoganue NOKa3ano Gvicokyio mounocms memooa MCKT, conocmasumyio c

pesynvmamamu memooa MPT cepoya [243, 244].
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Ilo cpasuenuro ¢ MPT, munycom MCKT sensemcs b6onee HU3KOe 8pemenHoe paspeuietue, doiee

HU3K0e KOHMPACMuposanue MaeKux mraneu u Haaudue uoHusupyrouje2o usiyienus [244].

CuuHTHrpadus
e Cumuturpadpuro kocrer (¢ 99IMmTc-DPD wmm  99mTc-tupodocdarom)

peKOMEeHAyeTCsl BBIIOJHATH NAalMEeHTaM, Yy KOTOpbIXx mnoao3peBaerca ATTR-
amuiton103 [163, 164, 235, 245, 246].

EOK ITaB (YUL2 YVP B)

[Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y,
Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients
with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration
with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society
of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Rapezzi C. et al. Diagnostic work-up in cardiomyopathies: bridging the gap between clinical
phenotypes and final diagnosis. A position statement fromthe ESC Working Group on Myocardial and
Pericardial Diseases // Eur Hear. J.2013. Vol. 34. P. 1448—1458.

Rapezzi C. et al. Disease profile and differential diagnosis of hereditary transthyretin-related
amyloidosis with exclusively cardiac phenotype: an Italianperspective // Eur Hear. J. 2013. Vol. 34, No 7.
P. 520-528.

Gillmore J.D. et al. Nonbiopsy diagnosis of cardiac transthyretin amyloidosis // Circulation. 2016. Vol. 133, Ne 24. P.
2404-2412.

Rapezzi C. et al. Usefulness and limitations of 99mTc-3, 3-diphosphono- 1, 2-propanodicarboxylic acid scintigraphy
in the aetiological diagnosis of amyloidotic cardiomyopathy // Eur. J. Nucl. Med. Mol. Imaging. 2011. Vol. 38, Ne 3.
P 470-478.

Rapezzi C. et al. Role of 99mTc-DPD scintigraphy in diagnosis and prognosis of hereditary transthyretin-related
cardiac amyloidosis // JACC Cardiovasc. Imaging. 2011. Vol. 4, Ne 6. P. 659-670. |.

KommenTapwuii:

Cuunturpagus muokapra (SPECT) Takke MOXET HCIONB30BaThCS A MHCTPYMEHTAIbHOMN
JUArHOCTUKU MILEMUU, MOATBEPKIEHUS 3HAYUMOCTH CTEHO3a IMHUKapAUAIbHBIX KOPOHAPHBIX
apTepuil Py MOTPaHUYHBIX 3HAUEHUSX CTEIIEHH CTEHO3a PU KOPOHApHOU aHTruorpaduu.

[Ipu mono3peHun Ha aMHUIIOWI03 Ceplla, CIEAYIONIMM IaroM sBisercs auddQepeHnansHbplii TUarHos3
amunouaHbix TTP-KMIT u mopaxkenust cepaua npu AL-amusnonose. Mcroprdecky 3010TBIM CTaHAAPTOM
JIMArHOCTHKY Oblila SHIOMHOKapIraibHas Ouoricus. B HacTosIiee BpeMs TaKkKe TOCTYIICH HEMHBa3UBHBIN
MTOJTXO]T C TIOMOIIBIO CIIUHTUTpadH MUOKapaa ¢ octeoTponHsiM POIL. DTOT moaxom, BIiepBhIe OITUCAHHBINA
Gilmore B 2016 1., Bk/ItoueH B PekoMeHqa1im 3KCIepToB Ha ocHOBE KoHceHcyca 2019 roma

[Dorbala, S., Y. Ando, S. Bokhari, A. Dispenzieri, R. H. Falk, V. A. Ferrari, M. Fontana, O. Gheysens, J. D. Gillmore,
A. Glaudemans, M. A. Hanna, B. P. C. Hazenberg, A. V. Kristen, R. Y. Kwong, M. S. Maurer, G. Merlini, E. J. Miller,
J. C. Moon, V. L. Murthy, C. C. Quarta, C. Rapezzi, F. L. Ruberg, S. J. Shah, R. Slart, H. J. Verberne and J. M. Bourque
(2019). "ASNC/AHA/ASE/EANM/HFSA/ISA/SCMR/SNMMI expert consensus recommendations for multimodality
imaging in cardiac amyloidosis: Part 1 of 2-evidence base and standardized methods of imaging." J Nucl Cardiol.

Dorbala, S., Y. Ando, S. Bokhari, A. Dispenzieri, R. H. Falk, V. A. Ferrari, M. Fontana, O. Gheysens, J. D. Gillmore,
A. Glaudemans, M. A. Hanna, B. P. C. Hazenberg, A. V. Kristen, R. Y. Kwong, M. S. Maurer, G. Merlini, E. J. Miller,
J. C. Moon, V. L. Murthy, C. C. Quarta, C. Rapezzi, F. L. Ruberg, S. J. Shah, R. Slart, H. J. Verberne and J. M. Bourque
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(2019). "ASNC/AHA/ASE/EANM/HFSA/ISA/SCMR/SNMMI Expert Consensus Recommendations for Multimodality
Imaging in Cardiac Amyloidosis: Part 2 of 2-Diagnostic Criteria and Appropriate Utilization." J Card Fail ].

Cuunturpadguio MHoOKapaa ¢ octeoTponHbiM P®DII MoxHO MpoBOAWUTH ¢ JOOBIM M3 3 pPa3IMYHBIX
¢docdonaros, ognako B PO mmpoko nmpumensiercst Tonbko 99mTce-nupodocdar (mapodocdar TexHenus).
Awmepukanckoe obmectBo snaepHoit Kapamomornn (ASNC) HeZaBHO BBITYCTHIIO IIPAKTHYECKHE
pPEKOMEHIAINH TI0 BH3yasIn3anu 99m-rexuenuii-nupodocdara, OTMETHB BBICOKYIO YyBCTBUTENBHOCTh U
creruGuIHOCTb B BhisiBIeHHH aMTonaHbIx TTP-KMIT 1 Bo3moxHOCTE nuddepeHIpoBaTh ee 0T IPyTux
THITOB aMUJION 1032 cepra 0e3 HeoOXOMUMOCTH OMOIICHH.

Taxxe mo mamHBIM cumHTHTpaduu ¢ 99mTc-mupodocdarom Bo3MokHA TOoUHAs auQQEpeHIHATLHAS
muarHoctuka AL- wm ATTR-amumompmosa cepama (Tpd yCIOBHHM HCKITIOYEHHS MOHOKIJIOHAJIBHON
raMMarnaTHH HeollpeneaeHHOro 3HadeHus ) [45, 235].

Ilo3uTpoHHAs 3MHUCCHOHHAS TOMOrpadus

[Tosutrponnass smuccuonHass Ttomorpadus mumokapaa (PET) wmoxker wucmomb3oBarbes Uist
WHCTPYMEHTAJIBHOW ~ JIMATHOCTUKM  MIIEMUM,  IOATBEPXKICHUS  3HAYMMOCTH  CTEHO3a
ANUKAPAUAIBHBIX KOPOHAPHBIX APTEPHUM IPU IMOTPAHWYHBIX 3HAYECHHSIX CTEIIEHM CTEHO3a IIpU
KOpPOHApHOI aHTHOTpaduu.

[19T u MPT sBnsitoTcst peAnoYTUTELHBIMU METOIAMU I UccienoBanus nepdysuu mpu OH.
[IOT MoXeT WuCHoNab30BaThCs JUIS HWCCIICIOBAHHUS KOPOHAPHOW mepdy3un M MeTadoau3Ma
muokapna (pamuodapmmpenaparsi — F18-nmezokcurmoko3a u Cll-anerar) W AMAarHOCTHKA
ABTOHOMHOU JUC(YHKIIUU Cepra.

[Ipu T'KMII MokeT BBISBISATHCS HapylIeHHE OOpaTHOro 3axBara HEHMPOMETUAToOpoB H
YMEHbIIIEHUE TNIOTHOCTU OeTa-aipeHOPEIeNTOPOB.

Koponapuas anruorpagpus

KAI' gaBasercs METOAOM BBI60pa JAUArHOCTUKHN HaJIW4YUuid W BBIPAXKCHHOCTHU

OOCTPYKTHUBHOI'O TTIOPAYKEHUSI STUKaAPANAJIbHBIX KOPOHAPHBIX apTEepHUH.

e Bi3pocaeim mamuentam ¢ I'KMII ¢ npenorBpamennHoii BCC (mocne ycmemHbIx
pEeaHUMAaIMOHHBIX MEPOINPUITHIT), manueHTaMm ¢ ycrtoruuBoi KT m mamueHTam co
cTaObMJIBHOM cTeHOKapauen >3 kiacca (o kiaccudukanmuu Kanajsickoro cepaedHo-
cocyaucroro obmectBa — CCS) pekomenayercs uaBaszuBHas KA wiu KT-
aHruorpadus c LEJIbI0 JJUArHOCTUKHA OOCTPYKTUBHOTO TOPAXKEHUSI MUKAPIUATBHBIX

KOPOHAPHBIX apTepUil

EOK IC (YJII5 YYP C)

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-e240. doi:
10.1016/j.jacc.2020.08.045.

Nagueh SF, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y, Mohiddin
S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients with
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Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration with
the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society of
Cardiovascular ~ Computed Tomography. J Am Soc  Echocardiogr. 2022  Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Pacheco Claudio C. et al. Why names matter for women: MINOCA/INOCA (myocardial infarction/ischemia and no
obstructive coronary artery disease) // Clin. Cardiol. 2018. Vol. 41, Ne 2. P. 185-193.

Kawai C. et al. Hypertrophic obstructive and non-obstructive cardiomyopathy in Japan. Diagnosis of the disease with
special reference to endomyocardial catheter biopsy // Eur Hear. J. 1983. Vol. 4, Ne 1. P. 121-125. ].

e [lartmentam ¢ I'KMII ¢ TunuwuabiMu OoJisMH B TpyaHOH KieTke (<3 KJiacc
CTeHOKapJIuu 1o Kiaccupukanuu Kanajickoro cepAe4HO-cOCy JUCTOTO OOIIecTBa —
CCS), y KOTOpBIX €CTh IIPOMEXYTOYHasi IMPEATECTOBasi BEPOSTHOCTH
aTEepPOCKIICPOTUYECKON HIIIEMHYECKOU OOJIE3HU cepjilla CydeTOM BO3pacTa, moJja u
(pakTopoB pucka arepockiepo3a pekomeHayercss KA wmiam KT-anruorpadus c
LEIbI0 JTUArHOCTUKU OOCTPYKTHBHOTO MOPAXEHUS 3MUKAPANUAIIBHBIX KOPOHAPHBIX

apTepui.

EOK I1aC (Y15 VYP C).

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-e240. doi:
10.1016/j.jacc.2020.08.045.

Nagueh SF, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y, Mohiddin
S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging of Patients with
Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in Collaboration with
the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society of
Cardiovascular ~ Computed  Tomography. J Am Soc  Echocardiogr. 2022  Jun;35(6):533-569. doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Pacheco Claudio C. et al. Why names matter for women: MINOCA/INOCA (myocardial infarction/ischemia and no
obstructive coronary artery disease) // Clin. Cardiol. 2018. Vol. 41, Ne 2. P. 185-193.

Schroeder S. et al. Cardiac Computed Tomography: Indications, Applications, Limitations, and Training
Requirements: Report of a Writing Group Deployed by the Working Group Nuclear Cardiology and Cardiac CT of the
European Society of Cardiology and the European Council of Nuc // Eur Hear. J. 2008. Vol. 29, Ne 4. P. 531-556.

Scalone G., Niccoli G., Crea F. Editor’s Choice- Pathophysiology, diagnosis and management of MINOCA: an update
// Eur. Hear. journal. Acute Cardiovasc. care. 2019. Vol. 8, Ne 1. P. 54-62. ]

e Jlna Bcex nmamueHToB ¢ 'KMII crapme 40 ner pekomennyercss KAI mnmu KT-

anruorpadus g0 peaykauu MOIKII, He3aBUCMMO OT HaJIW4Usl TUIHUYHOTO
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CTEHOKapIUTHYECKOT0o OOJICBOTO CHHJIpOMA C IO JUAarHOCTUKUOOCTPYKTHBHOTO

MOPAKEHUSI SNUKAPAUAIIbBHBIX KOPOHAPHBIX apTEepUU.

EOK I1aC (V14 VYP C)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Schroeder S. et al. Cardiac Computed Tomography: Indications, Applications, Limitations, and Training
Requirements: Report of a Writing Group Deployed by the Working Group Nuclear Cardiology and Cardiac CT of the
European Society of Cardiology and the European Council of Nuc // Eur Hear. J. 2008. Vol. 29, Ne 4. P. 531-556.

Mitsutake R. et al. Usefulness of multi-detector row computed tomography for the management of percutaneous
transluminal septal myocardial ablation in patient with hypertrophic obstructive cardiomyopathy // Int. J. Cardiol.
2008. Vol. 129, Ne 2. P. 61-63.

Okayama S. et al. Role of cardiac computed tomography in planning and evaluating percutaneous transluminal septal
myocardial ablation for hypertrophic obstructive cardiomyopathy // J. Cardiovasc. Comput. Tomogr. 2010. Vol. 4, Ne
1. P 62-65. ]

KommenTapuii: neooxooumocmv KAl oukmyemcs ocobennocmoio spauedonoti makmuku. [Ipu INOCA
v nayuenmos ¢ I'KMII nossensiemcs heobxooumocms 8 ROCMAHO8Ke CIMeHno8 Npu MeHbulell, Yem
npunsamo y nayueumos ¢ UBC, cmenenvto cmenosa, m.e. npu cmenosax <50%. (cm. pazoen

«{uacnocmuxa I'KMII y omoenvhvix kamezopui nayuenmos» u pazoen «llamocenesy) [74, 76, 82,

85, 251].

HMNHBa3uBHOE M3MEpEHNE NABJIEHNUS B M0JOCTAX cepaua

e Karerepuzaiusi cepana sl ONEHKH (PYHKIUU OSKEIIyJJOYKOB U JIaBJIICHUS
3aKJIMHUBAaHHUS JIETOYHOMN apTcpunn P CKOMCHAYCTCS Yy IIAallMCHTOB, KOTOPbBIM
IIaHUPYCTCA TpaHCILIaHTal s cepanma HNJIn MEXaHHNYCCKAast IO JACPIKKaA
KPOBOOOpaIeHus.

EOKIB(YAA5YYPC)

[Chen JM. et al. Reevaluating the significance of pulmonary hypertension before cardiac transplantation:
Determination of optimal thresholds and quantification of the effect of reversibility on perioperative mortality // J.
Thorac. Cardiovasc. Surg. 1997. Vol. 114, Ne 4. P. 627-634.

Kato T'S. et al. Cardiac transplantation in patients with hypertrophic cardiomyopathy // Am. J. Cardiol. 2012. Vol.
110, Ne 4. P. 568-574.

Lindelow B. et al. High and low pulmonary vascular rvesistance in heart transplant candidates. A 5-year follow-up
after heart transplantation shows continuous reduction in resistance and no difference in complication rate // Eur.
Heart J. 1999. Vol. 20, Ne 2. P. 148—156.

Maron M.S. et al. Survival after cardiac transplantation in patients with hypertrophic cardiomyopathy // Circ. Hear.
Fail. 2010. Vol. 3, Ne 5. P. 574-579.

Mehra M.R. et al. Listing Criteria for Heart Transplantation: International Society for Heart and Lung
Transplantation Guidelines for the Care of Cardiac Transplant Candidates-2006 // J. Hear. Lung Transplant. 2006.
Vol. 25, Ne 9. P. 1024—1042.
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Torres M.F., Perez-Villa F. Heart transplantation in patients with hypertrophic cardiomyopathy // Glob. Cardiol. Sci.
Pract. 2018. Vol. 2018, Ne 3. P. 32. ]

e Y CHUMIITOMHBIX MNanuCHTOB C HCOIIPCACJIICHHBIMHN PE3yJIbTaTaMH HEWHBa3UBHOM
BHU3YyaJIU3allUU CEPJAIla PEKOMEH/I0OBAHO PACCMOTPETh BO3MOXXHOCTh KaTE€TEpHU3ALUU
JIEBOT'O M MPABOTO >KEIIyJOYKOB JJIs1 OLIEHKH TsikecTH oocTpykuuu BTJDK/BTIDK u

n3MepeHus gapijieHus: HanoiaHeHus JIDK/TTK.

EOK IIbC (YIUI 4 VVP C)

[Geske J.B. et al. Variability of left ventricular outflow tract gradient during cardiac catheterization in
patients with hypertrophic cardiomyopathy // JACC Cardiovasc. Interv. 2011. Vol. 4, Ne 6. P. 704—709. ]

QIeKTPO(PHU3HOJIOTHYECKOE TeCTHPOBAHME

e BrayrpucepaedHoe s1aeKTpOPU3NOIOTHYECKOE MCCIEIOBAaHUE PEKOMEHIYETCS
NalyeHTaM € JOKYMEHTHPOBAHHBIMHM IIEPCUCTHPYIOIIMMH WIH NEPHUOIUYECKUMHU
Ha/PKEJIyJIOUKOBBIMH ~ TaXUKapAUAMHU (TpereTaHue MNOpeJcepauii, mpeacepaHas
TaxXUKapAusi, aTPUOBECHTPHUKYJSIpDHAsI y3JI0OBAas PUEHTPU TaxuKapaus, TaxUKapAus,
orocpenoBaHHasi JIOOABOYHBIMH ITPOBOJISIIIIUMH MY TSIMH ) U TTAIIMEHTAM C CHHAPOMOM
paHHEro BO30YXXIEHUS JKEIIyJOYKOB, JUISI HACHTU(UKAIUM CcyOcTpaTa abialuu U

JICUCHUA.

EOK IC (YL 4 YYP C)

[Zeppenfeld K, et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention  of  sudden  cardiac  death  //  European  Heart  Journal. 2022,00: 1-130.
https://doi.org/10.1093/eurheartj/ehac262

Brignole M. et al. Indications for the use of diagnostic implantable and external ECG loop recorders. // Europace.
2009. Vol. 11, Ne 5. P. 671-687.

Blomstrom-Lundqvist C. et al. ACC/AHA/ESC Guidelines for the Management of Patients with Supraventricular
Arrhythmias - Executive Summary: A Report of the American College of Cardiology/American Heart Association Task
Force on Practice Guidelines and the European Society of Cardiology // J. Am. Coll. Cardiol. 2003. Vol. 42, Ne 8. P.
1493-1531.

boxepua JI.A., Bepcenésa M.H., Manenxos [].A. Apummozennvie 0CI0MHCHEeHUSA 2Unepmpoduyeckoli KapoOuoMuonamuu
// Annaner apummonozuu. 2010. T. 7. Ne 3. C. 62—69.

Muresan L. et al. Recommendations for the use of electrophysiological study: Update 2018 // Hell. J. Cardiol. 2019.
Vol. 60, Ne 2. P. 82—100.

Wang W. et al. Prognostic Implications of Nonsustained Ventricular Tachycardia in High-Risk Patients With
Hypertrophic Cardiomyopathy // Circ. Arrhythm. Electrophysiol. 2017. Vol. 10, Ne 3. P. e004604. ]

e Jlns oOTAENbHBIX MALMEHTOB C JIOKYMEHTHPOBAaHHBIMH, CHMTOMHBIMH,
MoHOMOpHBIMH  ycToluuBeiMH (>30 c¢) KT pexkomMeHHOBaHO pacCMOTPETH
BO3MOJKHOCTb BHYTPUCEPJEYHOI'O 3JIEKTPOPU3NOJIOTHUYECKOrO HCCISIOBAHUS IS

uIeHTU(PUKAIIMU cyOcTpaTa ablaiiuu U JICUYCHUS.
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EOK IIbC (YIUI 4 VVP C)

[Zeppenfeld K, et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention  of  sudden  cardiac  death  //  Ewropean  Heart  Journal.  2022;00: 1-130.
https://doi.org/10.1093/eurheartj/ehac262

Muresan L. et al. Recommendations for the use of electrophysiological study: Update 2018 // Hell. J. Cardiol. 2019.
Vol. 60, Ne 2. P. 82-100.

Inada K. et al. Substrate characterization and catheter ablation for monomorphic ventricular tachycardia in patients
with apical hypertrophic cardiomyopathy // J. Cardiovasc. Electrophysiol. 2011. Vol. 22, Ne 1. P. 41-48.

Lim K K., Maron B.J., Knight B.P. Successful catheter ablation of hemodynamically unstable monomorphic
ventricular tachycardia in a patient with hypertrophic cardiomyopathy and apical aneurysm // J. Cardiovasc.
Electrophysiol. 2009. Vol. 20, Ne 4. P. 445—447. ]

Kommenrapmuii: nayueHmam c T'KMII He PEKOMEHO0BAHO 8HympucepoeuHoe
NeKMPOPUIUOLOZUYECKOe UCCTIe008AHUE C NPOSPAMMUPYEMOU  JHCETYOOUKOBOU CIMUMYIAYUEl 8

Kauecmee pymunHou npoyedypul 011 cmpamughuxayuu pucka BCC [4, 111, 176, 262].

Harpy30q1{ble TECThI

e Tpenmui-tect ¢ MorutopupoBanneM JKI' u AJl pekomenayercs aist crpaTuUKaAIN

pucka BCC nanuento ¢ ' KMII, npu HeA0CTyTHOCTUIPrOoCOUPOMETPUH.

EOK I1aB (Y15 YYP C)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Refaat M.M., Hotait M., Tseng Z.H. Utility of the exercise electrocardiogram testing in sudden cardiac death risk
stratification // Ann. Noninvasive Electrocardiol. 2014. Vol. 19, Ne 4. P. 311-318.

Yi G. et al. Can the Assessment of Dynamic QT Dispersion on Exercise Electrocardiogram Predict Sudden Cardiac
Death in Hypertrophic Cardiomyopathy? // Pacing Clin. Electrophysiol. 2000. Vol. 23, Ne 11Pt2. P. 1953-1956. ]

e CumnromHbIM nanueHTam ¢ ['KMII, y kotopeix B nokoe makcumanbHbiii I'/] B BTJDK
<30 MMpT.cT., ipu npode BanbcanbBbl ['J] <50 MM pT.CT. peKOMEHAyeTCs NPOBEICHHUE
TT-DXOKI' B ycnoBusix Harpy3ku (ctpecc-OXOKI') nnsa onpeneneHust u

KOJIWYECTBEHHOM OLIEHKH AuHaMudeckoi ooctpykuuu BTJIK.
EOKI-B(YAA5YYPCO)

AHA/ACC IB

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el159-e240. doi:
10.1016/j.jacc.2020.08.045.
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2890
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2895
2896

2897
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2899

2900
2901
2902
2903
2904

2905
2906

Lancellotti P. et al. The Clinical Use of Stress Echocardiography in Non- Ischaemic Heart Disease: Recommendations
from the European Association of Cardiovascular Imaging and the American Society of Echocardiography. // J. Am.
Soc. Echocardiogr. 2017. Vol. 30, Ne 2. P. 101—-138.

Nistri S. et al. Timing and significance of exercise-induced left ventricular outflow tract pressure gradients in
hypertrophic cardiomyopathy // Am. J. Cardiol. 2010. Vol. 106, Ne 9. P. 1301-1306.

Tower-Rader A. et al. A Comprehensive Review of Stress Testing in Hypertrophic Cardiomyopathy: Assessment of
Functional Capacity, Identification of Prognostic Indicators, and Detection of Coronary Artery Disease // J. Am. Soc.
Echocardiogr. 2017. Vol. 30, Ne 9. P. 829-844.

Nistri S. et al. B blockers for prevention of exercise-induced left ventricular outflow tract obstruction in patients with
hypertrophic cardiomyopathy // Am. J. Cardiol. 2012. Vol. 110, Ne 5. P. 715-719.

267 Rowin E.J. et al. Role of Exercise Testing in Hypertrophic Cardiomyopathy // JACC Cardiovasc. Imaging. 2017.
Vol. 10, Ne 11. P. 1374—1386 ]

e AcumnitoMHbIM nanpentam ¢ 'KMII, y kotopsix B nokoe MakcumanbHbliii '/ B BTJDK
<30 MMpT.CcT., ipu nipode BanbscanbBel ['J] <50 MM pT.CT. peKOMEHIYETCSI paCCMOTPETH
nposenenue TT-DXOKI B ycnoBusix Harpy3ku (ctpecc-OXOKI) mis onpeneneHus

U KOJIWYECTBEHHOM OLICHKHU AUHaMu4eckoi ooctpykuuu BTJDK.

AHA/ACC llaC

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):e159-e240. doi.:
10.1016/j.jacc.2020.08.045.

Lancellotti P. et al. The Clinical Use of Stress Echocardiography in Non- Ischaemic Heart Disease: Recommendations
from the European Association of Cardiovascular Imaging and the American Society of Echocardiography. // J. Am.
Soc. Echocardiogr. 2017. Vol. 30, Ne 2. P. 101-138.

Nistri S. et al. Timing and significance of exercise-induced left ventricular outflow tract pressure gradients in
hypertrophic cardiomyopathy // Am. J. Cardiol. 2010. Vol. 106, Ne 9. P. 1301-1306.

Tower-Rader A. et al. A Comprehensive Review of Stress Testing in Hypertrophic Cardiomyopathy: Assessment of
Functional Capacity, Identification of Prognostic Indicators, and Detection of Coronary Artery Disease // J. Am. Soc.
Echocardiogr. 2017. Vol. 30, Ne 9. P. 829-844.

Nistri S. et al. B blockers for prevention of exercise-induced left ventricular outflow tract obstruction in patients with
hypertrophic cardiomyopathy // Am. J. Cardiol. 2012. Vol. 110, Ne 5. P. 715-719.

Rowin E.J. et al. Role of Exercise Testing in Hypertrophic Cardiomyopathy // JACC Cardiovasc. Imaging. 2017. Vol.
10, Ne 11. P, 1374-1386 ]

o [Jaruentam ¢ 'KMII, y KOTOpBIX HE SICEH T€HE3 CUMIITOMOB MJIM CHM)KEHUSI TOJEPAHTHOCTH K
®H pexoMeHyeTcst paccMOTpeTh BbINoaHEHUE cTpecc-Ttecta ¢ @H nepen penykueit MOKIIT

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):el59-e240. doi:
10.1016/j.jacc.2020.08.045. ]

AHA/ACC IIb-C
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o [larmentam ¢ ['KMII, y KOTOpBIX TTpU TWHAMUYECKOM HAOIOICHUN HESICEH TeHEe3 CHMITTOMOB
WJIU CHWJKEHHS TOJIEPAHTHOCTH K PEKOMEHYETCSl pACCMOTPETH BBINIOIHEHUE cTpecc-TecTa ¢ OH.

[Ommen S.R., Mital S., Burke M.A., et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With
Hypertrophic Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines. J Am Coll Cardiol. 2020 Dec 22;76(25):e159-e240. doi:
10.1016/j.jacc.2020.08.045. ]

AHA/ACC IIb-C

KommenTapuii: eapuanmol nacpyzounvix mecmog npedcmasienvt ¢ maonuye 119, Ipunoscenue I'l.

Bonpocwi, na komopwvie Oonocna omeemumov cmpecc-OXOKI (Oondicubl 6bimb ompasiceHvl 8

3aKA0OUeHUU).

Benuuuna napacmanus I'J] ¢ BTJDK na nuke nacpy3xku u 6 60cCmaHo8umenbHOMNEPUooe.
Peaxyus A/l na naepysky.
Hnoyyupyemcs nu nazpysxou uwemus muoxkapoa JIK.

Veyeyonsemes nu ouacmonuueckas ouchynxyus (EIA, E/e’).

ok~ wbdPE

Cmenenv  uzmenenuss mMumpanvHou  pecypeumayuu Ha  ¢one  cmpecc-OXOKI

(Ounamuueckas MP).

Haubonee nooxooum ona cmpecc-OXOKI y nayuenmos ¢ I'KMII «nesxcauuii enosapzomempy,
Komopuli nozgonsem noaydyamo IXOKI -uz00padicenusi HApa3HbIX CMYNEHIX HACPY304HOU NPoObl
(pexomenoyemcs pecucmpayus nokazameinetl Ha cnmynenu Haepysku 50 ém., Ha nuke Ha2py3KU U 8
80CCMAHOBUMENbHOM nepuooe). HMcnonv3osanue mpeoMuna u cuoside2o 6enodp2omempa He
noseonsem pezucmpuposamv IXOKI -nokaszamenu enpoyecce npogedeHus Hacpy3Ku, HOIMOMY
peaucmpayus npo8OOUMCcsHeMedleHHO NOC/le ee NPeKPaujeHUs U 8 60CCMAHOBUMENbHOM Nepuooe.
Tlokazano, umo maxcumanwvrotii 1 /] 6 BTJDK na nuke naepysku u cpasy nocie ee npekpaujeHus noumu

cosnaoarom [Nistri S, Olivotto I, Maron MS, et al. Timing and significance of exercise-induced left ventricular
outflow tract pressure gradients in hypertrophic cardiomyopathy. Am J Cardiol 2010,106:1301-6. ].

LIpu mpedmun-mecme npumensiiom npomoxon bproca unu moouguyuposannwiii npomoxkon bproca. Ilpu

senoapeomempuu cmynenu mecma — 50—100—150 em.

YV nayuenmos ¢ I'KMII ne pexomenoyemcs npogooums cmpecc-IXOKI ¢ 0obymamunom uz-3a
gvicoko2o pucka unoykyuu KHP. Kpome mozo, dodymamun modxcem cnposoyuposams yeenudenue 1]
6 BTJDK y nayuenmog 6e3 I'KMII.

Bo epems nposedenus nacpyzounoco mecma pecucmpupyemcs IKI (nocmosauno), A/l (kaxcovie 2

MMH) U UBMEHEeHUS KIUHUYECKOU CUMNIMOMAMUKU.

Peaxyua A/l na nacpysky aensemca eajcHeiwiell UACMbI0 HAZPY3OUHO20 MECMUDPOGAHUA.
Heaoexeamnaa peaxyus A/l éxooum ¢ wikany cmpamugukayuu pucka BCC y nauuenmos c
I'KMIL.
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Heaoexsamnoti peaxyueii AJ/] caumaemcs:

- eunomensusHas (A4 na nuxe mazpy3ku Hudce UCXOOHO20 UNU €CIU HA Nepevlx CMYNeHsX
Hazpy3ku AJ] neckonvbko nosviuaemcs, a Ha nuke Hazpysku — oonee yem Ha 20 mm pm.cm. Hudice

91020 YPOBHS),
- Hedocmamounwlil npupocm A/l na nuxe nazpysku (menee 20 mm pm.cm.).
Kpumepuu npexpawenusn nazpyzounozo mecma:

1. Jlocmuosicenue cyomaxcumanvrou YCC

2. Buwipagiwcennas ycmanocms u 00bluika

3. boau 6 obracmu cepoya
4.  Tunomensus (crudxcenue A/ >20 mm pm.cm. om ucxo0Ho2o)
5. Kusneonacnvie ’KHP.

[Shah J.S., Esteban M.T., Thaman R. et al. Prevalence of exercise-induced left ventricular outflow tract obstruction
in symptomatic patients with non-obstructive hypertrophic cardiomyopathy. Heart 2008, 94: 1288—1294.

Lancellotti P. et al. The Clinical Use of Stress Echocardiography in Non- Ischaemic Heart Disease: Recommendations
from the European Association of Cardiovascular Imaging and the American Society of Echocardiography. // J. Am.
Soc. Echocardiogr. 2017. Vol. 30, Ne 2. P. 101—-138.

Dimitrow P.P. et al. Left ventricular outflow tract gradient provoked by upright position or exercise in treated patients
with hypertrophic cardiomyopathy without obstruction at rest. // Echocardiography. 2009. Vol. 26, Ne 5. P. 513-520.

Nistri S. et al. Timing and significance of exercise-induced left ventricular outflow tract pressure gradients in
hypertrophic cardiomyopathy // Am. J. Cardiol. 2010. Vol. 106, Ne 9. P. 1301-1306.

Olivotto I. et al. Clinical utility and safety of exercise testing in patients with hypertrophic cardiomyopathy // G. Ital.
Cardiol. 1999. Vol. 29. P. 11-19.

Sadoul N. et al. Prospective prognostic assessment of blood pressure response during exercise in patients with
hypertrophic cardiomyopathy // Circulation. 1997. Vol. 96, Ne 9. P. 2987-2991.

Tower-Rader A. et al. A Comprehensive Review of Stress Testing in Hypertrophic Cardiomyopathy: Assessment of
Functional Capacity, Identification of Prognostic Indicators, and Detection of Coronary Artery Disease // J. Am. Soc.
Echocardiogr. 2017. Vol. 30, Ne 9. P. 829-844.

Yalgin F. et al. The effect of dobutamine stress on left ventricular outflow tract gradients in hypertensive patients with
basal septal hypertrophy // Angiology. 2004. Vol. 55, Ne 3. P. 295-301.

Rowin E.J. et al. Role of Exercise Testing in Hypertrophic Cardiomyopathy // JACC Cardiovasc. Imaging. 2017. Vol.
10, Ne 11. P. 1374—-1386]

JPprocnupoMeTpus

o [lanmentam ¢ I'KMII c BbIpak€HHONW CHMNTOMAaTHKOW C CHCTOJIMYECKOW W/MIHN
auacrtonnuecko  auchynknumert JDDK, ams ompeneneHus  TOKa3aHUM K
TpaHCIJIAHTAllUW cepAla WIHM MEXaHUYEeCKOM MNOoAJEpKKEe KpOBOOOpaIlICHUS

pexoMmeHayeTcs 3pProcoupoMeTpUst (kapanomyIbMOHAIBHOE Harpy3o4Hoe
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TECTHUPOBAHHE C OJHOBPEMEHHBIM U3MEPEHUEM PECITUPATOPHBIX Ta30B).

EOK IB (Y/I3 VYP B)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Chen JM. et al. Reevaluating the significance of pulmonary hypertension before cardiac transplantation:
Determination of optimal thresholds and quantification of the effect of reversibility on perioperative mortality // J.
Thorac. Cardiovasc. Surg. 1997. Vol. 114, Ne 4. P. 627-634.

Kato TS. et al. Cardiac transplantation in patients with hypertrophic cardiomyopathy // Am. J. Cardiol. 2012. Vol.
110, e 4. P. 568-574.

Lindelow B. et al. High and low pulmonary vascular resistance in heart transplant candidates. A 5-year follow-up
after heart transplantation shows continuous reduction in resistance and no difference in complication rate // Eur.
Heart J. 1999. Vol. 20, Ne 2. P. 148—156.

Mehra M.R. et al. Listing Criteria for Heart Transplantation: International Society for Heart and Lung
Transplantation Guidelines for the Care of Cardiac Transplant Candidates-2006 // J. Hear. Lung Transplant. 2006.
Vol. 25, Ne 9. P. 1024—1042.

Torres M.F., Perez-Villa F. Heart transplantation in patients with hypertrophic cardiomyopathy // Glob. Cardiol. Sci.
Pract. 2018. Vol. 2018, Ne 3. P. 32.

Mancini D.M. et al. Value of peak exercise oxygen consumption for optimal timing of cardiac transplantation in
ambulatory patients with heart failure // Circulation. 1991. Vol. 83, Ne 3. P. 778—786.

Sharma S. et al. Utility of cardiopulmonary exercise in the assessment of clinical determinants of functional capacity
in hypertrophic cardiomyopathy // Am. J. Cardiol. 2000. Vol. 86, Ne 2. P. 162—168.

Konocxosa H.H., lllamanoé K.B., boxepus JI.A. Onpedenenue nuxo8oco nompeoieHus KUCiopood: KAuHuyeckoe
ucnonvzosanue u nepcnexkmussl // Kpeamusnas xapouonozus. 2014. T. 2. C. 20-28.

Coats C.J. et al. Cardiopulmonary Exercise Testing and Prognosis in Hypertrophic Cardiomyopathy // Circ. Hear.
Fail. 2015. Vol. 8, Ne 6. P. 1022— 1031. ]

e Jlarimentam c¢ ['KMII, He3aBUCMMO OT CHUMIOTOMaTHKH, PEKOMEHIOBaHa
sprocoupoMeTpus (UIU CTaHIAPTHBIA TPEIAMHUII-TECT, UJIH BEIOIPTrOMETPUS IIPHU €ro
OTCYTCTBHH) C IIEJIHIO OLICHKH TSPKECTHU U MEXaHN3Ma HETIEPEHOCUMOCTH (PU3UUECKOHU

Harpy3Ky U U3BMEHEHUU cucTtonndeckoro A/Jl.

EOK I1aB (Y14 YYP C)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Sharma S. et al. Utility of cardiopulmonary exercise in the assessment of clinical determinants of functional capacity
in hypertrophic cardiomyopathy // Am. J. Cardiol. 2000. Vol. 86, Ne 2. P. 162—168.

Arena R. et al. Ventilatory efficiency and resting hemodynamics in hypertrophic cardiomyopathy // Med. Sci. Sports
Exerc. 2008. Vol. 40, Ne 5. P. 799-805.

Olivotto I. et al. Prognostic value of systemic blood pressure response during exercise in a community-based patient
population with hypertrophic cardiomyopathy // J. Am. Coll. Cardiol. 1999. Vol. 33, Ne 7. P. 2044-2051. ]
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e DprocnupomMeTpus (WIN CTaHAAPTHBIN TPEIMII-TECT, WJIM BEIOIProMeTpus IpHU
€ro OTCYTCTBUHU) PEKOMEHAOBAHO CUMOTOMHBIM MallM€HTaM, KOTOPBIM ITUIAHUPYETCS

CMD niig onpenesieHuss OrpaHUYCHUN O Harpy3Ke.

EOK ITaC (V14 YYP C)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Sharma S. et al. Utility of cardiopulmonary exercise in the assessment of clinical determinants of functional capacity
in hypertrophic cardiomyopathy // Am. J. Cardiol. 2000. Vol. 86, Ne 2. P. 162—168.

Arena R. et al. Ventilatory efficiency and resting hemodynamics in hypertrophic cardiomyopathy // Med. Sci. Sports
Exerc. 2008. Vol. 40, Ne 5. P. 799-805.

Olivotto I. et al. Prognostic value of systemic blood pressure response during exercise in a community-based patient
population with hypertrophic cardiomyopathy // J. Am. Coll. Cardiol. 1999. Vol. 33, Ne 7. P. 2044-2051. ]

2.5 Huble 1HarHocTHYECKHE HCCJIeT0BAHHUSA

2.5.1 Buoncus Muokapaa n adJOMHHAIBHOIO KUPA

e buoncus MHOKapJa PCKOMCHAOBAaHaA IIPU IIOAO3PCHHHU Ha I/IH(l)I/IJ'H)TpaTI/IBHBIe,
BOCHAJIUTENbHEIE 3a00JIEBaHUA cepana nuiu 00JIE3HU HAKOILIEHUSA KOTOPBIC HC MOT'YT

ObBITH IIOATBCPIKACHBI APYTI'UMHU MCTOAAMU.

EOK I1aC (Y1 4 VYP C)

[Leone O. et al. 2011 Consensus statement on endomyocardial biopsy from the Association for European
Cardiovascular Pathology and the Society for Cardiovascular Pathology // Cardiovasc. Pathol. 2012. Vol. 21, Ne 4.
P 245-274.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Frustaci A. et al. Evolution of cardiac pathology in classic Fabry disease: Progressive cardiomyocyte enlargement
leads to increased cell death and fibrosis, and correlates with severity of ventricular hypertrophy // Int. J. Cardiol.
2017. Vol. 248. P. 257-262.

Bennett M.K. et al. Evaluation of the role of endomyocardial biopsy in 851 patients with unexplained heart failure
from 2000-2009 // Circ. Hear. Fail. 2013. Vol. 6, Ne 4. P. 676-684. ]

e buorncus a6I[OMI/IHaJ'IBH01"O KXHUpa pCKOMCHJIOBaHa IIpU IMMOJO3PCHUHU HA aMHUIJIONUI03.

EOK I1aB (YJJ12 YYP C)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.
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Ansari-Lari M.A., Ali S.Z. Fine-Needle Aspiration of Abdominal Fat Pad for Amyloid Detection: A Clinically Useful
Test? // Diagn. Cytopathol. 2004. Vol. 30, Ne 3. P. 178—181.

Quarta C.C. et al. Defining the diagnosis in echocardiographically suspected senile systemic amyloidosis // JACC
Cardiovasc. Imaging. 2012. Vol. 5, Ne 7. P. 755-758.

Schénland S.O. et al. Immunohistochemistry in the classification of systemic forms of amyloidosis: A systematic
investigation of 117 patients // Blood. 2012. Vol. 119, Ne 2. P. 488—493.

Quarta C.C. et al. Diagnostic Sensitivity of Abdominal Fat Aspiration in Cardiac Amyloidosis // Eur Hear. J. 2017.
Vol. 38, Ne 24. P. 1905-1908. ]

2.6. I[narﬂocnma 3a00J1eBaHUA Y OTACJIBbHBIX RaTeropnﬁ MMAIlMEHTOB

Huddepennnansupiii imaruno3 'KMII u ITIK BegencTBueapTepua bHOil rHNePTEH3UH

Ha ecrectBennoe Tteuenune ['KMII oxa3piBaeT BiIusHHME Haiudue (PakToOpoB
KapauomeTradbonmaeckoro pucka (Al, oxupeHne/m3ObITOYHAsT Macca Tena),

BCTPEYACMOCTh KOTOPHIX YBEJIHMYHBACTCs C Bo3pacTom [278-282].

B crapuieii Bo3pactHOl rpynne nanueHToB ¢ gokazaHHou ['KMII Bctpeuaemocts Al
cocraBisieT 7/0—-90%. ITo onpenenenuro npu I'KMII runeprpoduss muokapna JIDK He
oOycnoBieHa Harpy3kou aaBieHuem, HO Al

— 3TO HaArpy3Ka JaBieHueM, modToMy B ciiydyae couetanusi | KMII ¢ A" tpeOyercs

Mmoaudukamnus kpurepues I KMIT.

BepostHocts 'KMII y narnuenToB ¢ Al' moBblIaeTcsi Ipyu HAJIMYUM OJTHOTO U OoJjiee U3

CJICAYIOIINUX KPUTCPUCB:

1. yka3zaHue Ha ceMelHbli anamHe3 ' KMII unu BHe3anHyro cepaedHyro cMEPTh
(BCC) B Mos1010M BO3pacTe y poACTBEHHUKOB MEPBOM JIMHUU POJICTBA;

2. HECOOTBETCTBHE MEXIy BbIpa)keHHOW runeprpopueit JDK (makcumanbHas
TOJIII[MHA CTEHOK =15 MM) M HeJaBHO BO3HHUKIIEH JIerkoil m ymepeHHoil Al mipu
aIEeKBAaTHOM IIPUBEPKCHHOCTHU IIallUEHTA TEpanuy, a TaKXe JAPYrux IIPUYHUH,

COCOOHBIX BbI3BaTh N0J100HYI0 cTenieHs ['JDK.

Bo3mosxknbiM Bapuantom kputepusa ['KMII npum conyrcrByromeid Al sBisiercs
tonmuHa Muokapaa JDK >20 mwm; TommmHa muokapaa 15-20 wmmmpencrtasisier

«CEePYIO 30HY».

Bri6op kputepust 'KMII «ronmuna crenku JDK >20 mm» npu conmyrtcTByromei Al
00yCJIOBJIEH TE€M, YTO MOKa3aHO: MpH mneperpyske aasieHnem (Al ,aopTaibHBII CTEHO3
WIN UX codyeTaHne) Toimauaa muokapaa JIDK, kakmpaBuio, He mpesbimaer 20 mm (B
HEKOTOPBIX HCCIIeIOBaHUSAX mpeBbimacT20 MM JIHIIb Y SAUHUYHBIX MallMeHTOB) [82,

212,247, 278, 279, 283-288].
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Ecnu BBIsIBICHHAs TOJIIMHA MHOKap/ia y MalyeHTa B «cepou 30He» (15-20 mm), To
BbIBOA O auarHo3e I'KMII MokHO chesnaTh TOJBKO Ha OCHOBAaHWHU TINATEIBHOI'O
aHaigm3a OOJBIIOro 4YHcjaa (QakTOpOB: CEMEHHBIM aHamMHe3, JIUTEeIbHOCTh Al
YPOBEHb «HArpy3KH JaBJICHHUEM» (PIH30/IMYecKre noBbimeHus A/l mim ctabuibHO
noBbilieHHOEe AJl), NpuUBEP>KEHHOCTh IanueHTa tepanuu Al', Hanuuue U3MEHEHUN
OKI/2XOKI no pazsutust Al',iuHaMuKa pa3MepoB MOJOCTEN Cepara U yBEITUICHUS
TommuHbl cteHOK JIDK1ipu DXOKI/MPT u np.).

Cnenyet Takke y4duThIBaTh, 4yTo nipu AT mMoxker wHabmoaatscsacummerpuyHas ['JIDK

— MO HEKOTOPBIM JTaHHBIM, 110 20% (T.e. cootHomenue TMXIT/T3C >1,5) [247, 287].

I'KMII u 6a3anbHasi centanbHasi runeptpodusi (S-o6pasHass MIKII ¢ «BBINYKJIOCTHIO» B
0a3ajJbHOM CerMeHTe)

Y  noxunslx nagueHTtoB ¢ S-o0pasHoit  MOKII  MoXeT  BBISBISTBHCS «BBITYKIOCTHY
(anrm. bulge) B 6a3anbHOI YacTu eperopoiku, koropas He odyciosiena ['KMII. Kak mpasuo,
Yy 3TUX MalMEeHTOB MPUCYTCTBYET comyTcTByomast Al' u/nnu maroaorust aOpTajibHOro KianaHa

(mebompirast aopTaibHas perypruTanus W/ Uil HeBBIPaKEHHBIH aopTalnbHBIA cTeHo3) [202, 203,
247,286, 289].

BbazanpHas centanbHas runiepTpodust MOKeT NpuBoAUTh K yBenuuenuto [/l BBTJIIK,
KakK mpaBuiio, He BeIIe 15—20 MM pT.CT. B IOKOE€ B BO3pacTaTh JI0 35MM PT.CT. IIPH

Harpy304HbIX mpoodax [212].

Cxema pguddepenimanbHoro gaumarnoza [KMII wu  6GazanpHOW cemnTajbHOM

runiepTpodum npesicrapieHa B tadmuie 112, [Mpumoxenue I'1.
I'KMII n ungapkt muokapaa 1 u 2 Tunos

Knunanuecku y manmentoB ¢ [ KMIT u umiemueit muokapaa (INOCA) MokeT pa3BUBATHCS

OCTpBIil KOPOHAPHBIH cUHIpOM U nHPpapkT muokapaa (UM) [74, 76, 88, 249].

UM npu HEOOCTpYKTMBHOM MOPAXXEHUM JIMHUKAPJAUAIBHBIX KOPOHApPHBIX apTEepui,
NUMBOKA (MINOCA) — 310 «pabouwnii 1uarHo3», TpeOYIOIIUi YTOUHEHUS] TPUYHHBI,
JIe)KAIlle B OCHOBE Yy KOHKPETHOI'O ITallECHTA.

B reneze MM npu I'KMII moryt oOCyXaaTbCsl CIEAYIOIIHE TaTOT€HETUYECKUE

MexaHu3Mbl (cM. Takke Tabnuiy 111, ITpunoxenue I'1.

1. MHmemuss npu HEOOCTPYKTHBHOM MNOPAXXEHUU SHUKAPAUAIIBHBIX KOPOHApPHBIX
aprepuii (INOCA — Ischemia with Non-Obstructive Coronary Arteries) (cm.pasaen
«ITaTorenes»).

2. Hmewmwus npu oOCTPYKTHBHOM MOPAKESHUH SUKAPIHAIIBHBIX KOPOHAPHBIXapTEPHUA

— WBC B crapiieil Bo3pacTHoM rpynne nanueHTosB ¢ ' KMII.
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ITpu I'KMII moxet pa3zButbest UM 1 Tuna,fuarHoCTUKA U JICHEHUE KOTOPOTO U3JIOKEHBI

B COOTBCTCTBYIOIIIUX KIIMHHUYCCKUX PCKOMCHIAIIUAX.

JJ1s1 MCKITIOUEHUSI/TIOATBEPKACHUST OOCTPYKTHUBHOTO IMOPAKEHUsI 3MUKAPIUATIBHBIX
KopoHapHbIX aptepui nanueHtam c¢ I'KMII nokazana umnBaszuBHass KAI wiam KT

aHruorpadwus

OpnoBpemenHo c¢ KAI' nmaumentam c¢ I'KMII pekomenayercsi BblnoaHATh JIK-
BEHTPUKYJOpadHuIO, KOTOpasi BBIABISICT Yy MalydeHTa JMOO0 «3muKapaaaibHBIN
narrepH» (30HbI HApyLIEHHUS COKPAaTUMOCTU B IMpeaeiaXx CTEHO3HPOBAHHBIX
KOPOHApHBIX apTepuii), MO0 «MHKPOBACKYJISIDHBINA MHaTTEpH» (30HBI HApPYyLICHUS
COKpaTUMOCTH B OacceiiHax pa3HbIX KOPOHAPHBIX apTepuii, B TOM 4YHUCIE U 0e3
creHo3oB) [74, 76, 77, 85, 86, 88, 251, 290-295].

Janubiii peHoMeH B oTeuecTBeHHOM tnTeparype Ha3biBaeTcss «MMBOKA» — uHpapkT
MHOKapa 6e3 0OCTPYKIIMK KOPOHAPHBIX apTtepuii (anrnos3praabiiitepmud — MINOCA)
niia UM 2 tuna. UM 2 tuna (MMBOKA, MINOCA) — sto UM, pa3BuBaromuiicsa 0e3
aTepoTpoM003a, U3-3a HECOOTBETCTBUSI MEXKAY IOTPEOHOCTHIO MUOKApAa B KUCIOPOJE U

€ro 10CTaBKOM.

HNimemust npu HEOOCTPYKTUBHOM HNOPAXXEHUM SIIMKAPAUATIbHBIX KOPOHAPHBIXapTEPUl
(INOCA — Ischemia with Non-Obstructive Coronary Arteries) uMeeT OOIIHIA
IIaTOT€HETUYECKUM MEXaHHU3M KakK IIpyu KapaAuOMHOITIaTHUAX, TaK U HpI/I(peHOKOHI/IﬂX

I'KMII, Hanpumep, Npu aMIJIOUIHOW KapaunoMmuonatuu. [56].
I'mneprpodnyeckas kapauomuonarus u I'VIZK ycnoprcmenos

Pexomenpanuu 10  3aHATHIO CHOPTOM, (U3KYJIbTYpPOH, Y4YacTHI0 B CIHOPTHBHBIX
COPEBHOBAHMUAX

o ITamentam ¢ I'KMII He3aBucumMo oOT Bo3pacTta, M0Jia, PacoBOU
NpUHAAJIeKHOCTH, Hanuuus oOcTtpykuuu BTJIDK, mpoBeneHHBIX paHee oliepanuu
CMD wumun DOCA, wm  uMivtadTanuu - UTKJ***, HE  PEKOMEHIOBAaHO
(TpoTHUBOMOKAa3aHO) YYaCTHE B CIOPTUBHBIX COPEBHOBAHUSIXH YIIPAKHEHHUSIX BHICOKOM

WHTEeHCUBHOCTH [3, 4, 113, 158, 182, 258, 296-299].
EOK IC (YIUL5 VYP C)

Kommenrapuii: u3-3a gvicokozo pucka BCC 3anamus copesHo8amenbHubIMU 8UOAMU CROpma
nayuenmam ¢ I'KMII npomugonoxazanbi.

s Hocumenell s6HLIX NAMO2EHHBIX Mymayutl Oe3 nposasienuti 3aooneéanus no KT u IXOKI
DpeKomMeHOayuu no ONMuUMAanIbHOMY YPOGHIO (QU3UYECKOUAKMUBHOCMU U Xapakmepy usuyecKux

HA2py30K 00NHCHbL ObIMb CHOPMYTUPOBAHBL NOCIE KOHCUTUYMA C yHacmuem MyIbmuOUCyuUnIUHapHo



3178
3179
3180
3181
3182

3183
3184
3185

3186
3187

3188
3189
3190

3191
3192
3193
3194

3195

3196

3197
3198
3199

3200
3201
3202

3203
3204

3205
3206

3207
3208
3209

3210
3211
3212

3213
3214

KOMAHObL  CHEeYUATUCMOs8 —(8pau-eeHemuK, 8pay-Kapouoioe, 6pay no CHOPMUGHOU MeouyuHe,
MEOUYUHCKULL NCUX0N02 U Op) HA OCHOBE DACCMOMPEHUs BbIAGNIEHHOU MYMAyuu, pe3yibmamos
DPezyIAPHBIX U NOGMOPHBIX KAuHuueckux uccredosanui (MPT ¢ konmpacmupoganuem, npogeoenue
cmpecc-TT-OXOKT), ¢ yuemom cmpamuguxayuu pucka BCC Hna ocHose esponetickoll u

AMEPUKAHCKOU MoOenel.

Cnopmcmenst gvicokoeo knacca ¢ I'JDK u monwunoti cmenxu JDK > 13 mm (13—15 mm) cocmasnsiom
auws Hebonvuyto wacme (1,5—1,7%). Kax npasuno, amo cnopmcmensl ¢ 6010l maccot mena.

Hmenno y smotui epynnet mpedyemcs ougpgepenyuanvuviii ouazcnos ¢ I'KMII [182, 297, 299].

Haubonee wacmo ucnonvzyemvie noxazamenu ons ougppepenyuanvrou ouacnocmuku I'KMII u

adanmuenou I JDK y cnopmemenos npedcmasnenst 6 maonuye 11 13, Ilpunooicenue b.

Baoicnvim ouggepenyuanvro-ouacnocmuueckum npusnaxkom sensiemces eviseienue IIHI npu MPT
¢ KoHmpacmuposanuem. Imo ceudemenvcmeyem 6 nonv3y I'KMII, oonaxko omcymcmeue [IHI He

uckroyaem 3a001e6anus.

Ananusupys cnopmuenyto 1JDK, neobxooumo maxdice npunumams 8 pacuem ciedyiowue hakmopoi:
8UO CNOPMA U UHMEHCUBHOCHb MPEHUPOBOK, 8o3pacm, noi (v myxcuun IJTDK 6onvwe), pocm u eec
cnopmemena. OxonuamenvHulll 661600 0 Ouacnoze I'KMII y cnopmcmena oOenaemcsi Ha o0CHOGe

KOMNJEKCHOU OUEHKU KAK MOJNCHO bonvuie2o yucia nokazamenei

2.7. Crparudukanms pucka u cTpareruu nepBu4Hoi u BTopu4Hoii npopuaakruxku BCC

IToxazarenu e3KerofHOil CMEPTHOCTH OT CEPAECYHO-COCYIUCTBIX PUYHH Y B3POCIBIX MTAIIUEHTOB C
'KMII cocraBisitor 1-2%. BCC, XCH u TpomM603MO0IMYECKHE OCIONKHEHUS SIBISIOTCS
OCHOBHBIMH NIPUYMHAMH.

Buezannas cepaeunas cmepts (BCC) — 310 cmepTh, HACTymaromas HEOXKUAAHHO U MTHOBEHHO
M3-3a KapJAuadbHBIX NMpUYKH (y marueHTa 0e3 3a00yieBaHus cepAla Wi C TAaKOBBIM) B TeueHue 1
Y TI0CJIC TIOSIBJICHUS TIEPBBIX CUMITTOMOB YXY/IIIIEHUS OOIIETO COCTOSTHHUS.

K nonsaruto BCC ne oTHOCST cirydan HaCHJIbLCTBEHHOM CMCPTHU HJIU CMCPTH, BO3HHUKAIOIIEH B
PE3YIbTaTe OTPABJICHUA, aC(I)I/IKCI/II/I, TPaBMbI WA APYTroro KaKoro-Jm00 HeECYaCTHOTO cirydas.

Puck BCC y manmentoB ¢ I'KMII 6e3 tpaguiinonusix (GakTopoB pucka coctasiser 5,9% 3a 10
ner [4, 118].

® 5-j1eTHui pHUCK BCC PCKOMCHAYCTCA OLICHUBATL IIPHU IICPBUIHOM 06CJ'ICI[OB3.HI/II/I nanueHTa C
I'KMII u B JadbHEHIIeM NEpCOUCHNUBATEL KAXK/IbIC 1-3 rozia wjin nNpu U3AMCHCHUHN KIIMHUYCCKOTO
craryca

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No 6.
P 1617-1618
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O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, No 30. P. 2010-2020.

Liebregts M. et al. Validation of the HCM Risk-SCD model in patients with hypertrophic cardiomyopathy following
alcohol septal ablation // Europace. 2018. Vol. 20, No FI2. P. 198-203.

Vriesendorp PA. et al. Validation of the 2014 European Society of Cardiology Guidelines Risk Prediction Model for
the Primary Prevention of Sudden Cardiac Death in Hypertrophic Cardiomyopathy // Circ. Arrhythmia Electrophysiol.
2015. Vol. 8, No 4. P. 829-835.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126].

EOK IC (YL 4 YYP C)

e [ITxama HCM Risk-SCD pexomenmyercsi B KaueCTBE METO/Ia OLICHKH pUCKa BHE3AITHON CMepTH
B TEUCHHE 5 JIET JJIs MAMEeHTOB > 16 neT 6e3 ciryuyaeB peannmanuu nocie 3mu3010B XKT/DXK umun
crioHTaHHOM ycroiunBou JKT ¢ morepelt CO3HaHUs UM TEMOAMHAMUYECKUMU HapYLLICHUAMU

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No 6.
P 1617-1618.

Goyal V., Jassal D.S., Dhalla N.S. Pathophysiology and prevention of sudden cardiac death // Can. J. Physiol.
Pharmacol. 2015. Vol. 94, No 3. P 237— 244.

Wilke I. et al. High Incidence of De Novo and Subclinical Atrial Fibrillation in Patients With Hypertrophic
Cardiomyopathy and Cardiac Rhythm Management Device // J. Cardiovasc. Electrophysiol. 2016. Vol. 27, No 7. P.
779— 784.

Xupmanoe B.H. u dop. Dnexmpokapouozpagpuueckue memoovl 8 OUASHOCMUKE, 8blOOpe MemoOa U MAKMUKU Jle4eHUs!
eunepmpoguueckoul kapouomuonamuu // Prog. Biomed. Res. 1997. T. 2. No 1. C. 7-22.

Maron B.J. et al. Nonobstructive Hypertrophic Cardiomyopathy Out of the Shadows: Known from the Beginning but
Largely Ignored ... Until Now // Am. J. Med. 2017. Vol. 130, No 2. P. 119-123.

Wang W. et al. Prognostic Implications of Nonsustained Ventricular Tachycardia in High-Risk Patients With
Hypertrophic Cardiomyopathy // Circ. Arrhythm. Electrophysiol. 2017. Vol. 10, No 3. P. e004604.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126].

EOK IB (YI/I 3 YVP B)

Kommenmapuii: pecucmpayus scuzneyeposxrcarowux JKHP u bpaduapummuii ocywjecmensiemcs ¢
nomowvto nogepxnocmuou IKI' 6 nokoe, npu XMOKI, ¢ nomowwio HapyscHozo uiu

UMAIAHMUPYEMO20 3ANUCLIBAIOULe20 YCMPOUCMBA, MAKH#ce — NpuU HA2py304HoU npobe [Wilke 1. et

al. High Incidence of De Novo and Subclinical Atrial Fibrillation in Patients With Hypertrophic Cardiomyopathy and
Cardiac Rhythm Management Device // J. Cardiovasc. Electrophysiol. 2016. Vol. 27, No 7. P. 779— 784].

Hezasucumo om Hosonocuu, nooasnsioujee O0IbUWUHCINEO ONACHBIX OJisl HCUZHU HCELYOOUKOBLIX
HapywieHul cepoeunoco pumma (83,4%) obycnoseneno snexmpuueckol HecmadulbHOCHbIO
muoxapoa. BCC uawe obycnosnena DX (62,4%), opaouapummusmu (16,5%), KT muna
«Torsades de pointesy» (12,7%) u KT (8,3%).

KT neycmouuuean — KT, cocmoswas kax MuHumym u3z 3 JHCeTYOOYKOBLIX KOMNIEKCO8, C
yacmomou >120 u npooomxcumenvHocmoto He 6onee 30 cex, Komopas npeKpauaemcs
camocmoamenvro. KT moocem 6bimb MOHOMOPGDHOU (HeuzmeHenHass MOphONo2Us KOMNIeKca
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ORS 6 12 omeedenusx) u norumopguou (6o epemsn KT 6 12 omeedenusix IKI' uzmensemcs
Kougueypayus komniexca QRS.

KT ycmoituusan (monomoppnasn, nonumoppuasn) — KT npoodondxcumensrocmoio bonee 30 cek,
3auacmyro ne Kynupyouwaacs camocmosamensHo.

Duopunnayusn Hceay0ouKo8 — HepeYIapHbLIL HCeryO0UKo8bli pumm (00blUHO ¢ uacmomoti bonee
300 yoapos 6 mumymy) c 6bIpAdNCeHHOU BapuadeibHOCmblo ONUHbL YUKIA, Mopgorocuu u
amnaumyost komniexcos QRS.

Cywecmeyem ose modenu cmpamugurayuu pucka BCC:

1. Ha ocnose mpaouyuonnvix paxmopos pucka (amepukanckas Mmooeny).
2. Ha ocnose pacuema unousuoyanvHbix OYyeHOK puckd, NepcoHUGUUUpoB8aHHvlli NOOX00
(esponetickas mooenv) — wikara HCM Risk- SCD.

Ulkana oyenxu pucka BCC y nayuenmoe ¢ I'KMII (esponeiickas mooens) npeocmasieHa 6
mabauye 112, npunosicenue 2.

«Kanvxynamop» pucka BCC npu I'KMII no esponeiickoii mooenu npeocmasgien Ha caime
http://doc2do.com/hem/webHCM.html (http://doc2do.com/hcm/webHCM. html)).

Ulxana oyenxu pucka BCC y nayuenmos ¢ I'KMII (amepuxanckas moodens) npedcmasiena 6
mabnuye 113, npunoxcenue I'2.

Esponeiickas mooenv npocrnozuposanus pucka BCC HCM Risk-SCD umeem ocpanuuenus:

1. He npumeHsemcs y nayuenmos cmapue 80 nem u monoce 16 nem;

2. He npumeHsemcs y nayuenmos c¢ genoxonuamu I' KMII, ITDK y cnopmcemenos;
3. nocie CMO unu 3CA.

Ilposeoena mooughukayus Gopmynsl pacuema ¢ UCNONL30BAHUEM MAKO20 AKMopa Kax
makcumanvuas monwuna cmeuku JDK (6 HCM Risk-SCD Calculator — pexomenoosano

YKazvleamsv He bonee 35 Mm) (npodondxcaemcs anpobayusi H08ou mooenu) [O’Mahony C. et al. A novel

clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy (HCM Risk-SCD) // Eur Hear.
J. 2014. Vol. 35, No 30. P. 2010-2020].

Aneopumm nepsuunoii u emopuunou npogunakmuxu BCC y nayuenmos ¢ I' KMII npeocmasnen 6
Ipunooicenuu b7.

3. JleyeHne, BK/IKOYA MEIUKAMEHTO3HYI0 M HEMEIMKAMEHTO3HYH Tepalumu,
JAHETOTEePANHUIO, 00e300/1BaHMe, MeIUINHCKHE MOKA3ZAHUSA "

NMPOTUBONMOKA3AHUA K IPUMCHCHHUIO MECTO/10B JICUCHUHA

Jleuenne TI'KMII BkiIrowaeT MEAUKAMEHTO3HYIO TEpalHIO, 3SHJIOBACKYJISIDHBIE
BMEIIATEIIbCTBA, XUPYPTrUUECKHE UM  HEXUPYPIrUYECKHE METOIAbl pPEeAyKLHU
runieprpodupoBanHoit  MJKII, mMexaHuyeckyro MNOAJAEPKKY  KpOBOOOpalleHus,
TPaHCIUIAHTALMIO CepALia.
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Pexomenmanuu 1mo neuenutro ['KMII ocHoBanwsl Ha maHHBIX 00 3(HEKTUBHOCTU U
0€30ITacCHOCTH TMPUMEHSEMBIX (apMaKOJIOTHYECKUX CPEJCTB, TMOJYYSCHHBIX B
OCHOBHOM B HAOJIrOIaTeNbHBIX UCCIIENOBAHUAX.

dapmakorepanua npu ['KMII B  OCHOBHOM yiydInlaeT CHUMIOTOMAaruKy U
NpeaynpexaaeT OCJIOXHEeHUs (aHTukoaryisHTHas tepanus npu DI, xkopnapon-
(papmakonornueckass kapauoBepcus M npodwmiraktuka peuuanBoB PII, neuenue
JKEJIyIOYKOBBIX HapylLIEHUI CepAeYHOr0 puTMa U Jp.)

[Geske J.B., Ommen S.R., Gersh B.J. Hypertrophic Cardiomyopathy: Clinical Update // JACC Hear.
Fail. 2018. Vol. 6, M2 5. P. 364-375.

Spoladore R. et al. Pharmacological Treatment Options for HypertrophicCardiomyopathy: High Time
for Evidence // Eur Hear. J. 2012. Vol. 33, Ve 14. P.1724-1733.

Rujirachun P. et al. Efficacy and safety of direct oral anticoagulants (DOACSs) versus vitamin K antagonist
(VKA) among patients with atrial fibrillation and hypertrophic cardiomyopathy: a systematic review and
meta- analysis // Acta Cardiol. 2020. Vol. 5.Ne 8. P. 724-731.

Patten M. et al. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, M 5. P. 1556].

EnunncrBennbiMu BMeniatesabcTBaMu npu ['KMII, koTopble, Kak mojiararoT, BIIUSIOT
Ha JOJITOCPOYHBIM MNPOrHo3, sBisitorcss CMD u uMmIuiaHtanus KapauoBepTepa-
nedpudpusropa (MKJ)

[Maron B.J. et al. Clinical Course and Quality of Life in High-Risk Patients With Hypertrophic Cardiomyopathy and
Implantable Cardioverter-Defibrillators // Circ Arrhythm Electrophysiol. 2018. Vol. 11. Ne4. P. 005820.

Klopotowski M. et al. Sudden Cardiac Death Risk over Time in HCM Patients with Implantable Cardioverter-
Defibrillator // J Clin Med. 2022. Vol.11. Ne6. P.1633.

Lambiase P.D. et al. Worldwide Experience With a Totally Subcutaneous Implantable Defibrillator: Early
Results From the EFFORTLESS S-ICD Registry //Eur Hear. J. 2014. Vol. 35. A2 25. P. 1657—-1665.

Vriesendorp P.A. et al. Validation of the 2014 European Society of Cardiology Guidelines Risk
Prediction Model for the Primary Prevention of Sudden Cardiac Death in Hypertrophic
Cardiomyopathy // Circ. Arrhythmia Electrophysiol. 2015. Vol. 8. A2 4. P. 829-835.

Dearani J.A. et al. Surgery Insight: Septal myectomy for obstructive hypertrophic cardiomyopathy -
The Mayo Clinic experience // Nat. Clin. Pract.Cardiovasc. Med. 2007. Vol. 4. A 9. P. 503-512

Leonardi R.A. et al. Meta-analyses of septal reduction therapies for obstructive hypertrophic
cardiomyopathy comparative rates of overall mortalityand sudden cardiac death after treatment //
Circ. Cardiovasc. Interv. 2010. Vol.3. A2 2. P. 97-104.

Afanasyev A. V. et al. Single-Centre Experience of Surgical Myectomy for Hypertrophic Obstructive
Cardiomyopathy // Hear. Lung Circ. 2019. Vol. 29. Ae6. P. 949-955].

Jleuenne COMYTCTBYIOIIMX  3a0o0JIeBaHUN npu ['KMII paccmorpeHo B
COOTBETCTBYIOIIMX pazaenax (Al, creHokapaus, OCTpPbIil KOPOHAPHBIM CHUHIAPOM,
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XCH).

Koppekiuio (akTopoB ceplIedHO-COCYAUCTOTO pHUCKA (IHUCIUMUACMUS, CaXapHbBIN
auadetr u T.m) y OonbHBIX ['KMII pekomeHayeTcsi IPpOBOAUTHE B COOTBETCTBUU C

CYLIECTBYIOMINMHU KIIMHUYECKUMHU PEKOMEHanUuAMU [Visseren F.L.J. etal. 2021 ESC Guidelines
on cardiovascular disease prevention in clinical practice: Developed by the Task Force for cardiovascular disease
prevention in clinical practice with representatives of the European Society of Cardiology and 12 medical societies
With the special contribution of the European Association of Preventive Cardiology (EAPC) // Rev Esp Cardiol (Engl
Ed). 2022. Vol.5. Ne5. P.429].

3.1 MeaqukaMeHTO3HAsI Tepanusi

Hoaxoabl K MeIMKAMEHTO3HOW Tepanuu Ha runeprpoduveckoii cragum ['KMII y
0ecCHMIITOMHBIX NALHEHTOB

e He pexkoMeHayeTcss Ha3HaueHUE OCTa-apeHOOIIOKATOPOB H  OJIOKATOPOB «MEIJICHHBIX)
KaJbIIUEBBIX KAaHAIOB (BepamaMuia**, muitnazem™*) manmueHTaMm ¢ OSCCHMITOMHBIM TCUCHHEM
HeoOcTpykTuBHOI ' KMII, Tak kak ux mone3Hoe AeiicTBUE HE JOKa3aHO

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy:
Executive summary: A report of the American College of cardiology foundation/American heart association task force
on practice guidelines // Circulation. 2011. Vol. 124, Ne 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force

for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //

Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and novel
perspectives // Eur. J. Heart Fail. 2016. Vol. 18. Ne 9. P. 1106—1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Monda E. et al. Bisoprolol for treatment of symptomatic patients with obstructive hypertrophic cardiomyopathy. The
BASIC (bisoprolol AS therapy in hypertrophic cardiomyopathy) study // Int J Cardiol. 2022. Vol.354. P. 22-28. ].

EOK 111C (YU 5 YYP C)

e Haznauenus OeTa-aaApeHOOJIOKATOPOB WM BepanamMuia** MoxkeT OBbITh
paccMOTpPEHO ACUMIITOMHBIM B3pocibIiM ¢ oOctpykuueit BTJDK (mokosi wunu

uHayuupyemoit) nis cHkenus '] 8 BTJDK

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the Anerican College of cardiology
foundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124.
Ne 24, P. 2761-2796.

Sherrid M. V. et al. Treatment of obstructive hypertrophic cardiomyopathy symptoms and gradient
resistant to first-line therapy with g- blockade or verapamil // Circ. Hear. Fail. 2013. Vol. 6. Ae 4. P. 694—
702.

Sherrid M.V. Drug Therapy for Hypertrophic Cardiomypathy: Physiology and Practice // Curr. Cardiol.
Rev. 2016. Vol. /2. Ne 1. P. 52—65.
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Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35. Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. /8. A2 9. P. 1106-1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Monda E. et al. Bisoprolol for treatment of symptomatic patients with obstructive hypertrophic cardiomyopathy. The
BASIC (bisoprolol AS therapy in hypertrophic cardiomyopathy) study// Int J Cardiol. 2022. Vol.354. P. 22-28.

Dybro A.M. et al. Metoprolol Improves Left Ventricular Longitudinal Strain at Rest and during Exercise in
Obstructive Hypertrophic Cardiomyopathy // J Am Soc Echocardiogr. 2023. Vol.36. Ne2. P.196-204].

EOK I11b C (Y1 4 YYP C)

KommenTapwuii:

1. Cumnmommbiii unu GeccumMnmomublll RayUeHm, peuiaem 8pay nocie 0emanibH020 00C1e008aHUSL.
2. Jlonycen Ovimb pewien 60npoc 00 OMAUYUU UCTHUHHO20 OMCYMCMEUS CUMNIMOMO8 Om
aoanmayuu 3a cuem obpa3a AHCUHU, NymMeM NposedeHuUs mecma ¢ QuU3UYecKol HApY3KOoU U
oyenxu buomaprepos XCH 6 ounamuxe.

3. B pamxax eeoenus 300p06020 00paA3a JHCUHU UYeNecO0OPA3HO nposedeHue adpPoOHbIX
VAPACHEHUU HU3KOU UHMEHCUBHOCMU.

4.  Heobxoouma excecoonas nepeoyenxa pucka BCC, exnouarowan IKI, XMOKIT, DXOKIT'.

5. Aneopumm maxkmuku edenus acumnmomuuix nayuenmos ¢ I' KMII npedcmaenen 6 Ipunoscenuu
bl

MennkaMeHTO3Hasl Tepanusi CAMITOMHBbIX nanueHToB cI'KMII

Obwue npunyunsl MEOUKAMeHMO3HOU mepanuu

1. JleyeHnme mTAIIMEHTOB C OOCTPYKTHBHOM W HEOOCTPYKTHUBHOUW (opmamMu
3a00JIeBaHUsI UMEET CYLIIECTBEHHBIE PA3IUYHsL.

2. JledeHme MOJHKHO OBITH aJalTUPOBAHO K YHHUKAJIBHBIM XapaKTePUCTHUKAM
KaKJIOI'O OTAEJIBHOI'O MallMeHTa.

3. JlexapcCTBEHHBIE TIpemapaThl, TPAIUIIMOHHO TIpuMeHsieMble B Tepanuu ['KMII,
SIBJIAIOTCS CPEACTBAaMHU C OTPULATEIIBHBIM HWHOTPONHBIM IECUCTBUEM HHAIIPABIICHBI
Ha KyITMPOBAaHHE WU O0JIETUEHHE CUMIITOMOB 3a00JIEBaAHUSI.

4. TlpaBoxeny104KOBast oocrpyktuBHass ['KMII u  nByxskeiayaodkoBas
ooctpyktuBHasa ['KMII neuarcst mo Tem x)kenmpuHIMIaM, Kak 1 mpu ooctpykuuu BTJDK.

MeI[I/IKaMeHTO?.Haﬂ Tepanus OﬁCTDVKHI/II/I BbIXO0JHOI'O TPAKTA JEBOI'o
KEJIYT0UYKA

e V mamueHTOB ¢ oOcTpykTuBHOM ['KMII neueHne mrOOBIMU JI€KApPCTBEHHBIMH
CpEACTBAMH PEKOMEHJIYETCSI HAaYMHAThC MHUHHUMAJBHBIX JI03 U C OCTOPOXHBIM HX

TUTPOBAHUEM B TEUCHHUE JOCTATOYHO JOJII'Or'O0 BPEMEHU

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the Anerican College of cardiology
foundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124.
Ne 24. P, 2761-2796.
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Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35. Ne 39. P. 2733-2779.

Sherrid M. V. et al. Treatment of obstructive hypertrophic cardiomyopathy symptoms and gradient
resistant to first-line therapy with - blockade or verapamil // Circ. Hear. Fail. 2013. Vol. 6, No 4. P. 694—
702.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18. Ne 9. P. 1106—1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Marian A.J., Braunwald E. Hypertrophic cardiomyopathy: Genetics, pathogenesis, clinical
manifestations, diagnosis, and therapy // Circ. Res. 2017.Vol. 121. Ne 7. P. 749-770.

Philipson D.J. et al. Emerging pharmacologic and structural therapies forhypertrophic cardiomyopathy
// Heart Fail. Rev. 2017. Vol. 22. Ne 6. P. 879-888.

Roberts R., Sigwart U. Current concepts of the pathogenesis and treatment of hypertrophic
cardiomyopathy // Circulation. 2005. Vol. 112. Ne 2. P. 293—-296].

EOK IB (Y11 YYP B)

KomMmenTapuii: ynpowennulii aneopumm OuazHoCmuKku U noOxXo008 K JledeHuro 00CMpPYKMUBHbIX
dopm  T'KMII  npeocmasnen 6  Ilpunooswcenuu b2.  Aneopumm  papmaxomepanuu
00CmMpPYKMueHoU T'KMII npeocmasnen éllpunoscenuu b3.

e VY mammeHtoB ¢ obcrpykumeir BTJDK (mmokos u wuHaynupyemoii) Oera-
apeHOOIOKATOPHI C IT0J00POM MAKCHUMAJIBHON NEPEHOCHUMOM 1O3BIPEKOMEHIYIOTCS
B KQ4ECTBE MEPBOU JIMHUU TEPAIUHU U1l YMEHBILIEHUS CUMIITOMOB

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the Anerican College of cardiology
foundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124.
Ne 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35. Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18. Ne 9. P. 1106—1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Sherrid M. V. et al. Treatment of obstructive hypertrophic cardiomyopathy symptoms and gradient
resistant to first-line therapy with - blockade or verapamil // Circ. Hear. Fail. 2013. Vol. 6. Ne 4. P. 694—
702

Sherrid M.V. Drug Therapy for Hypertrophic Cardiomypathy: Physiology and Practice // Curr. Cardiol.
Rev. 2016. Vol. 12. Ne 1. P. 52—65.

Maron B.J. et al. Clinical Spectrum and Management of Heart Failure in Hypertrophic Cardiomyopathy // JACC
Heart Fail. 2018. Vol. 6. Ne5. P. 353-363].
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3503
3504
3505
3506

3507
3508
3509
3510

3511
3512
3513

3514
3515

EOK IB (VI 1 YVP B)

KomMmenTapumii: npasuna u ocobennocmu Haznaverus bema-aopenooioKkamopos npedcmasieHvl
6 mabnuye 1, Ilpunooicenue A3.

e Bepanamun** ¢ monGopoM MakCHUMalbHOM IMEPEHOCUMOM J103bl PEKOMEHIYETCs
TeM nanmeHTam ¢ obctpyknueit BTJDK (mokosi MIMUHAYOUPYEMOI), KOTOPBIC HE
nepeHocsT 6eTa-agpeHOOIOKATOPHI HITMUMEIOT IIPOTHUBOIIOKA3aHUS K UX HA3HAYCHUIO

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the Anerican College of cardiology
foundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124.
Ne 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35. Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18, Ne 9. P. 1106—1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary. a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Udelson J.E. et al. Verapamil prevents silent myocardial perfusion abnormalities during exercise in
asymptomatic patients with hypertrophic cardiomyopathy // Circulation. 1989. Vol. 79. Ne 5. P. 1052—
1060.

Toshima H. et al. Comparable Effects of Oral Diltiazem and Verapamil inthe Treatment of Hypertrophic
Cardiomyopathy Double-blind Crossover Study // Jpn. Heart J. 1986. Vol. 27. Ne 5. P. 701-715.

Bonow R.O. et al. Verapamil-induced improvement in left ventricular diastolic filling and increased
exercise tolerance in patients with hypertrophic cardiomyopathy: Short- and long-term effects //
Circulation. 1985. Vol. 72. Ne 4. P. 853—864].

EOK IB (Y/11 YYP B)

KommenTapuii: npasuna U 0cobeHHOCMU HA3HAYeHUs eepanamuia™* npeocmaeneHvl 6
Tabnuye 2, [Ipunoosicenue A3.

o Jluntuazem™** ¢ moabopoM MaKCUMAaJIbHOM TIEPEHOCHUMOM J1I03bl PEKOMEHIYETCS
paccMOTpeTh cumMnmomHuvim TianeHTaM ¢ oOctpykuuen BTJDK (mokost wnm
UHIYILHPYEMOI), KOTOpbIE HE TIEPEHOCIT OeTa-aApeHOOIOKATOPhI U BEparnaMuil Uiu
UMEIOT NPOTHUBOMNOKA3aHUs K UX Ha3HAYEHUIO

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the Anerican College of cardiology
Sfoundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124.

Ne 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35. Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18. Ne 9. P. 1106—1118.
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Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Commiittee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Toshima H. et al. Comparable Effects of Oral Diltiazem and Verapamil inthe Treatment of Hypertrophic
Cardiomyopathy Double-blind Crossover Study // Jpn. Heart J. 1986. Vol. 27, Ne 5. P. 701-715].

EOK Ila C (V12 YYP C)

KommenTapmuii: pekomenoyemvie Hauanvhvie u yenesvie 003bl NpU MeOUKAMEHMO3HOU mepanuu

T'KMII npedocmasnenst 6 Tabauye 3, [lpunoscenue A3.

Hayuenmam ¢ 'KMII u cpeonesicenyoouxosoii oocmpykyueti JDK pekomenoyromes evicoxkue 003bl
bema-adpenobnokamopos (buconponon**) , eepanamuna™* uiu ounmuazema**. Omeem Ha
JleyeHue  8bICOKUMU 003amu 6ema-adpeHOONI0KAmopos, 6epanamMuiorn Uil Oulmuazemom
nayuenmos ¢ I'KMII u cpeonesicenyooukoeou obcmpykyuen JIK vacmo neonmumanvuuii. Ima
Kocopma  NAayueHmos, KAk — Npasuio,  umeem — CUMNMOMHBIU  8APUAHM  MeYeHUs,
xapakxmepuzylowuics nogviueHnviM puckom npoepeccupyrouei XCH u BCC. Yacmoma
eblABNeHUs anegpusmbl gepxyuxu JIK eapvupyem om 10% 0o 25%.

[Tezuka A. et al. Bisoprolol successfully improved the intraventricular pressure gradient in a patient

with midventricular obstructive hypertrophiccardiomyopathy with an apex aneurysm due to apical
myocardial damage // Intern. Med. 2019. Vol. 58. Ne 4. P. 535-539.

Minami Y. et al. Clinical implications of midventricular obstruction inpatients with hypertrophic
cardiomyopathy // J. Am. Coll. Cardiol. 2011. Vol. 57. Ne 23. P. 2346-2355.

Yan L.R. et al. Clinical characteristics and prognosis of 60 patients withmidventricular obstructive
hypertrophic cardiomyopathy // J. Cardiovasc. Med.2015. Vol. 16. Ne 11. P. 751-760.

Hang D. et al. Combined transaortic and transapical approach to septal myectomy in patients with
complex hypertrophic cardiomyopathy //J. Thorac. Cardiovasc. Surg. 2018. Vol. 155, Ne 5. P. 2096-2102.

Said S.M. et al. Transapical approach for apical myectomy and relief ofmidventricular obstruction in
hypertrophic cardiomyopathy // J. Card. Surg. 2012. Vol. 27. Ne 4. P. 443—448.

bozcaues-Ilpoxogves A.B. u Op. Dghgpexmusnocms pacuiupeHnol MUOIKMOMUY Y NAYUEHMO8 C JHCEYOOUKOBOU
obcmpykyueil npu eunepmpoguueckoui kapouomuonamuu // Kapouonoeus. 2017. T. 57. Ne 5. — C. 38-43.

Nguyen A. et al. Surgical Myectomy: Subaortic, Midventricular, and Apical // Cardiol Clin. 2019. Vol. 7, Nel. P.95-
104.

Schaff H.V. et al. Apical myectomy: a new surgical technique for management of severely symptomatic patients with
apical hypertrophic cardiomyopathy // J Thorac Cardiovasc Surg. 2010. Vol. 139, Ne3. P. 634-40].

Aneopumm epaueonoi makmuxu aevenus XCH npu I'KMII npeocmasnen 6 Ilpunosicenuu b4.

e Jlanimentam c¢ oOctpyktuBHOl ['KMII u octpoil rumoreH3mei, KOTOpbIE HE
pearupyroT Ha BBEICHHE KUIKOCTH, PEKOMEHIYETCsI BHYTPUBEHHOE BBEICHUE
pennmnpdprHa MM JIPyrux Ba30KOHCTPUKTOPOB 0€3 HMHOTPOITHON AaKTHUBHOCTH,
OTJZICJILHO WJIU B KOMOHWHAIIMU ¢ OeTa-aapedIokaTopaMu

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the Anerican College of cardiology


https://www.sciencedirect.com/science/article/pii/S002252230901424X
https://www.sciencedirect.com/science/article/pii/S002252230901424X
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foundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124,
Ne 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18, Ne 9. P. 1106—1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Commiittee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Maron B.J. et al. Clinical Spectrum and Management of Heart Failure in Hypertrophic Cardiomyopathy // JACC
Heart Fail. 2018. Vol.6, Ne5. P. 353-363. ].

EOKIC (YAA1YYPC)

o [larmmentam ¢ I'KMII u ob6crpykumeit BTJDK (mokos mnu uHAynupyemoi) He
peKOMEHAYeTCss  INPUMEHEHUE  OPraHu4YeCKUX  HHUTPATOB U HUHTHOUTOPOB
bocdhonuscrepasnl

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the Anerican College of cardiology
foundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124,
Ne 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18, Ne 9. P. 1106—1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary. a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42, P.533-557].

EOK ITIC (YL 5 YVYP C)

o [laruentam ¢ I'KMII u o6crpykimert BTJIK (mokost wiv HHAYyIUPYEeMOii) HE PEKOMEHIYEeTCS
pUMEHEHNE 6J10KaTopoB «MEIJIEHHBIX» KaJIbIIUEBBIX KaHaJIoB MIPOU3BOAHBIX
JUTUIIPONTUPUIMHOB (HUDeUIH™**)

[Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A vreport of the Anerican College of cardiology

foundation/American heart association task force on practice guidelines // Circulation. 2011. Vol. 124,
Ne 24. P. 2761-2796.

Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy:
The task force for the diagnosis and managementof hypertrophic cardiomyopathy of the European
Society of Cardiology (ESC) //Eur. Heart J. 2014. Vol. 35, Ne 39. P. 2733-2779.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: currentpractice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18, Ne 9. P. 1106—1118.
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Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42, P.533-557].

EOK IIC (VI 5 VVP C)

KomMeHTapuii: ocrosHoll Hedcenamenvhbilli MEXAHU3M OeluCmeus OpeaHULecKux HUmpamos u
uHeubumopos ghocghoouscmepasvl, 0oOyciosien ygeruvenuem oocmpykyuu BTIDK.

o [lamimenram ¢ I'KMII m obcrpyknueir BTJDK (mokos W uWHIynUpyemoi) HeE
PEKOMEHIYEeTCS TUTOKCHH **

[McDonagh T.A. et al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and treatment of acute
and chronic heart failure // Eur Heart J. 2021. Vol. 42. Ne36. P.3599-3726.

Batzner A. et al. Hypertrophic Obstructive Cardiomyopathy // Dtsch Arztebl Int. 2019. Vol. 116. Ne4. P. 47-53].

EOK 11IC (YL 5 YYP C)

e Bepanamun** pekomennyercs naumeHtam ¢ obctpyktuBHoil 'KMII B cmyuasix
HaJIN4YUs1 CUCTEMHOMN TMIIOTEH3UU U BBIPA)KEHHOW OJIBILIKHU B ITOKOE

[Epstein S.E., Rosing D.R. Verapamil: Its potential for causing serious complications in patients with
hypertrophic cardiomyopathy // Circulation.1981. Vol. 64, Ne 3. P. 437—441.

Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives // Eur. J. Heart Fail. 2016. Vol. 18, Ne 9. P. 1106—1118.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary. a report of the American College of Cardiology/American Heart Association Joint
Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42, P.533-557.

Sherrid M. V. Drug Therapy for Hypertrophic Cardiomypathy: Physiology and Practice // Curr. Cardiol.
Rev. 2016. Vol. 12, Ne 1. P. 52—65].

EOK ITIC (Y15 YYP C)

Jleuenne XCH y 0osbHbIX 'KMII

Pacnpoctpanennocts XCH y naunentoB ¢ 'KMII cocrasnsier ot 17% n0 67% B 3aBUCUMOCTH
ot K

[Seferovic PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the
European Society of Cardiology. Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576.

Maron B.J. et al. Hypertrophic cardiomyopathy in adulthood associated with low cardiovascular mortality with
contemporary management strategies. J Am Coll Cardiol. 2015. Vol.65. P.1915— 1928.

Charron P. et al. The cardiomyopathy registry of the EURObservational Research Programme of the European Society
of Cardiology: baseline data and contemporary management of adult patients with cardiomyopathies. Eur Heart
J. 2018. Vol.39. P.1784— 1793.].

XCH y nanuentoB ¢ I'KMII nposiBisiercst nByms penotunamu: ¢ coxpanenHoin @B JIK B 85-
90% cnyuaeB u B 8-10% — c Huszkoit OB JIK, xotopas dopmupyercs B Oosiee no3aHel cTaauu
['KMII unu B pe3yaprare APyrux CONyTCTBYIOMINX 3a001€BaHUM

[Maron B.J. et al. Clinical spectrum and management of heart failure in hypertrophic cardiomyopathy. JACC Heart
Fail. 2018. Vol.6. P353— 363.



3636
3637

3638
3639
3640
3641

3642
3643

3644
3645

3646
3647

3648
3649

3650

3651

3652
3653
3654

3655

3656
3657

3658

3659
3660

3661
3662
3663

3664
3665

3666
3667
3668

3669
3670

3671

3672
3673

3674

3675

3676
3677

Marstrand P. et al. Hypertrophic Cardiomyopathy With Left Ventricular Systolic Dysfunction: Insights From the
SHaRe Registry. Circulation. 2020. Vol.141. Nel7. P.1371-1383.].

XCH pacnpocrtpanena y 6oibmuHcTBa 007bHBIX ¢ 00cTpyKTUBHOM ['KMII 11 y 10% nauuenTtos
npu orcyrcTBun ooctpykuuu. OCH npu 'KMII Berpewaercss penko u MOXKET ObITh BBI3BaHA
TakKUMH COCTOSHUSIMHU, Kak Taxuaputmusi, WM, ocrtpas wmm yxynmaromas MH wmm
COITYTCTBYIOLIUMH 3a00JI€BaHUSIMU

[Olivotto I. et al. Impact of atrial fibrillation on the clinical course of hypertrophic cardiomyopathy. Circulation 2001.
Vol.104. P2517—2524.

Kuperstein R. et al. De novo mitral regurgitation as a cause of heart failure exacerbation in patients with hypertrophic
cardiomyopathy. Int J Cardiol. 2018. Vol.252. P.122— 127].

e Y 6ompHbIX ' KMII nipu mosiBnennu cumnromoB XCH pekoMeH1yeTcst TPOBOAUTH THATHOCTUKY
B cootBercTBuU ¢ KP mo XCH

[Seferovic PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the
European Society of Cardiology. Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576.

2020 Clinical practice guidelines for Chronic heart failure. Russian Journal of Cardiology. 2020;25(11):4083.].

EOKIC (YA 1YYPC)

o V Oompubix ['KMII u XCH HesaBucumo or ®B JDK wmoryr ObITh paccMOTpEHbI
HEMEIMKAMEHTO3Hble peKOMeHJauu (oOydyeHue, 1ueTa, CHU)KEHHUE Beca, OTPaHUYEHUE COJH,
¢usnueckue Harpysku) B 3aBucumocT oT @K XCH B cootBerctBun ¢ KP mo XCH

/2020 Clinical practice guidelines for Chronic heart failure. Russian Journal of Cardiology. 2020,25(11):4083.

McDonagh T A. et al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and treatment of acute
and chronic heart failure. Eur Heart J. 2021. Vol. 42. Ne36. P.3599-3726.].

EOK IIb C (VI/I 4 YYP C)

o V GonpHBIX HeoOcTpykTuBHOM 'KMII neuenne XCH He3aBucumo ee peHoTUIA MOXKET OBITH
paccmotpeno B cootBeTcTBUM ¢ KP mo XCH

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Seferovi¢ PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the
European Society of Cardiology. Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint
Commiittee on Clinical Practice Guidelines. Circulation 2020. Vol. 42. P.533-557.

McDonagh T A. et al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and treatment of acute
and chronic heart failure. Eur Heart J. 2021. Vol. 42. Ne36. P.3599-3726.

2020 Clinical practice guidelines for Chronic heart failure. Russian Journal of Cardiology. 2020;25(11):4083.

Subramanian M. et al. Efficacy of SGLT2 Inhibitors in Patients With Diabetes and Nonobstructive Hypertrophic
Cardiomyopathy. Am J Cardiol. 2023. Vol.188. P.80-86.].

EOK IIb C (V[ 4 YYP C)

Kommenmapuii: npu nanuuuu npusHakos 3acmos 071 U30excanus 2unoonemun peKomMeHoyemcs

OCMOPONCHOE NPUMEHEHUE HUBKUX 003 NEeMIIebIX U MUA3UOHBIX OUYypemuxoe [McDonagh TA. et
al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and treatment of acute and chronic heart
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failure. Eur Heart J. 2021. Vol. 42. Ne36. P.3599-3726.]. Bepanamun/ounmuasem pekOMeHOYIOMCS Y
oonvrvix XCH ¢ coxpanennot @B JDK > 50%, eciu bema-adpernobi0Kamopvl npomueonoKa3ambl,

He nepenocamcs uiu Hedghgekmusnwvl [McDonagh TA. et al. ESC Scientific Document Group. 2021 ESC
Guidelines for the diagnosis and treatment of acute and chronic heart failure. Eur Heart J. 2021. Vol. 42. Ne36.
P.3599-3726.].

e V maruentoB oocmpykmusnoti 'KMII u XCH npumeHeHrne HEBa30quIaTUPYIOIIUX OeTa-
aZpeHo0I0KaTOPhl PEKOMEHYETCs pACCMOTPETh KaK TEpaIuio MepBOi JIMHUU JIJIST YMEHbLICHUS
knuHndeckux cumntoMoB XCH u camxenns '] 8 BTJIK

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Seferovic PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the
European Society of Cardiology. Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576. Ommen S.R. et al.

2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio- myopathy: executive
summary: a report of the American College of Cardiology/American Heart Association Joint Committee on Clinical
Practice Guidelines. Circulation 2020. Vol. 42. P533-557.

2020 Clinical practice guidelines for Chronic heart failure. Russian Journal of Cardiology. 2020,;25(11):4083.

McDonagh T A. et al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and treatment of acute
and chronic heart failure. Eur Heart J. 2021. Vol. 42. Ne36. P.3599-3726.

Dybro A.M. et al. Metoprolol Improves Left Ventricular Longitudinal Strain at Rest and during Exercise in Obstructive
Hypertrophic Cardiomyopathy. J Am Soc Echocardiogr. 2023. Vol.36. Ne2. P.196-204.].

EOK Ila B (Y/I 3 VYP B)

Kommenmapuii: eepanamun/ounmuazem y nayuenmos obcmpykmugnou XCH c¢ coxpanennoti
@B JDK > 50% mocym Ovimb paccmompeHvl, Kak nepeds JUuHUs, eciu 6ema-aopeHoo10Kamopul
NPOMUBONOKA3AHBL, He NePEHOCAMC UIU HedhdekmusHbvl [McDonagh T A. et al. ESC Scientific Document
Group. 2021 ESC Guidelines for the diagnosis and treatment of acute and chronic heart failure. Eur Heart J. 2021.
Vol. 42. Ne36. P3599-3726]. V 6onbnvix obcmpykmusnou I'KMII u coxpanennoi @B JDK
OU30RUPAMUO MOdcem ObIMb PACCMOMPEH 8 Kauecmee OONOTHUMENbHOU mepanuy 6Mmopou TUHUU
ona ynyuwenus cumnmomos XCH u cnuorcenus I'J] 6 BTJDK, Ho 6 nacmosiwee epems pecucmpayus
npenapama ¢ P® omcymcmeyem [Elliott P. et al. 2014 ESC guidelines on diagnosis and management of
hypertrophic cardiomyopathy: The task force for the diagnosis and management of hypertrophic cardiomyopathy of
the European Society of Cardiology (ESC) // Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779]. [{uzonupamuo npu
XCH c nusxou @B JDK npomusonokasan [2020 Clinical practice guidelines for Chronic heart failure. Russian
Journal of Cardiology. 2020,25(11):4083.].

e V¥ nanuentoB oocmpykmuenou I'KMII u XCH npu Hanuyuu npu3HaKoB 3aCTOS MOXKET OBITH
pPacCMOTPEHO  OCTOPOXKHOE€  INPUMEHEHHE HHU3KUX JO03 IEeTIEBbIX WIM  THA3HUIHBIX

JUYPETUKOB [McDonagh T.A. et al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and
treatment of acute and chronic heart failure. Eur Heart J. 2021. Vol. 42. Ne36. P.3599-3726.].

EOK IIb C (V[ 4 YYP C)

Kommenmapuii: cnedyem uzbecamv ycioguil, npu KOMOPbIX NPOUCXOOUM YMeHbUUeHUe 00beMd
yupkyupyrowel Kposu (eunogonemus), ons npeoomepaujenus yeenuuwenusn I/] ¢ BTJDK.

o V narueHToB 0ocmpykmugnoti TKMIT u XCH UAII®D/APA, TurokcuH He peKOMEHIYIOTCS U3-
3a pucka yBennuenus ['/] 8 BTJDK
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[McDonagh T A. et al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and treatment of acute
and chronic heart failure. Eur Heart J. 2021. Vol. 42. Ne36. P.3599-3726.

Batzner A. et al. Hypertrophic Obstructive Cardiomyopathy. Dtsch Arztebl Int. 2019. Vol. 116. Ne4. P. 47-53.].

EOK III C (VL5 YYP C)

Kommenmapuii. Cnupononakmon y nayuenmos I'KMII ne ynyuwaem cumnmomamuxy XCH
[Maron M.S. et al. Effect of Spironolactone on Myocardial Fibrosis and Other Clinical Variables in Patients with
Hypertrophic Cardiomyopathy // Am. J. Med. 2018. Vol. 131, No 7. P. 837-841].

IIpenapamol, pexomenoyemvie 0 nevenuss XCH ¢ nHuskoul, npomedcymounou u coxpanernnot OB
JDK  [2020 Clinical practice guidelines for Chronic heart failure. Russian Journal of Cardiology.
2020;25(11):4083.], maxue Kax UHSUOUMOPbL HAMPUURTIOKO3HO20 KO-mpaHncnopmepa 2 mund,
INNIEPEHOH,  BALCAPMAHA/CAKYOUMPUTL, UBAOPAOUH, OMe2a-3-NONUHEHACLIEHHbIe JHCUPHbIE
Kuciomsl, He uzyyanuco npu oocmpykmugnou I'KMII u XCH. Pewenue o nasnauenuu OaHHulX
epynn npenapamog nayuenmam ¢ oocmpykmusnou I' KMII u XCH moocem 6vime npunsamo monivKo
MYTbMUOUCYUNTUHAPHOU KOMAHOO.

Ilpenapam masaxkammen — uHeubumop cepoeuyHo2o muozuna ynyuwiaem cumnmomvl XCH,

cnudicaem 1] 6 BTJDK y 6onvnvix oocmpykmusnot I'KMII, no ne umeem pecucmpayuu ¢ P®

[Olivotto I. et al. Mavacamten for treatment of symptomatic obstructive hypertrophic cardiomyopathy (EXPLORER-
HCM): a randomised, double-blind, placebo-controlled, phase 3 trial. Lancet. 2020. Vol.396 .Nel0253. P.759-769.].

JleyeHue CTEHOKAPAMHU Y NAUMEHTOB CO CTEHOKapauen

CTeHOKap,I[I/IH/I/IH_ICMI/ISI MHOKapAa ABJIACTCA YaCTO BCTpCHAOMIMMCA CHHIAPOMOM Yy 0OJIBLHBIX

I'KMII /Pelliccia F. et al. Microvascular Dysfunction in Hypertrophic Cardiomyopathy // J Clin Med. 2022. Vol.11.
MNe2l. P6560.].

[Tarorenernueckue MexaHu3Mbl (OPMUPOBAHUS CTEHOKapAUTHYEcKoro cuHapoma npu ['KMII
pPa3IUYHBL: TOBBIIIEHHE MOTPEOHOCTH MHOKap/a B KHUCIOpOJAE U3-3a OOJbIIEH €ro mMaccel U

MOBBIMICHHOTO JaBJI€HUA HANTOIHEHUS [Cannon R.O. et al. Myocardial ischemia in patients with hypertrophic

cardiomyopathy: Contribution of inadequate vasodilator reserve and elevated left ventricular filling pressures //

Circulation. 1985. Vol. 71. P. 234-243.

Krams R. et al. Decreased Coronary Flow Reserve in Hypertrophic Cardiomyopathy Is Related to Remodeling of the
Coronary Microcirculation // Circulation. 1998. Vol.97. P.230-233.

Maron B.J. et al. Intramural (“small vessel”) coronary artery disease in hypertrophic cardiomyopathy // J. Am. Coll.
Cardiol. 1986. Vol. 8. P. 545-557.]; yMEHBIICHUE PETHUOHAJILHOIO KPOBOTOKA 3a CYET aTepOoCKiIepo3a
SMHUKAPANATIBLHBIX KOPOHAPHBIX apTEPUM [Shariat M. et al. Utility of coronary CT angiography in outpatients
with hypertrophic cardiomyopathy presenting with angina symptoms // J. Cardiovasc. Comput. Tomogr. 2014. Vol.8.
P. 429-437.]; aHOMaJIM KOPOHAPHOTO KPOBOOOPAIIEHHUS 1 MBIIIIEYHBIE MOCTHUKH, CITOCOOCTBYIOIIHE
HIIEMHHU 3a CUHCT AJIUTCIIBHOTO CAABJICHUA U CHUKCHU A KPOBOTOKA B paHHCﬁ HHaCTOHHqCCKOﬁ (I)a?»e
[Van der Velde N. Et al. Frequency and significance of coronary artery disease and myocardial bridging in patients

with  hypertrophic cardiomyopathy // Am. J. Cardiol. 2020. Vol. 125. P. 1404-1412]; KOpOHapHas
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MHUKpOcOCyaucTass JIUCQYHKLIUS MPH OTCYTCTBHUM 3HAUUMBIX CTEHO30B SMHKApIUAJIBHBIX
KOPOHAapHBIX apTepuit

[Dias A., et al. Takotsubo syndrome: State-of-the-art review by an expert panel—Part 2 // Cardiovasc.
Revascularization Med. 2018. Vol. 20. P. 53—166.

Pelliccia F. et al. Sex-related differences in cardiomyopathies // Int. J. Cardiol. 2019. Vol. 286. P.239-243.

Crea F. et al. Coronary microvascular dysfunction.: An update // Eur. Heart J. 2014. Vol. 35. P. 1101-1111.].

YacToTra BCTPEYaeMOCTH HIIEMHH/CTEHOKAPIUH, CBSI3aHHON C aTepoCKIEpO30M KOPOHAPHBIX

aprepuii, y 6onpHbix ['KMII coctaBnser B cpemnem 20% [Shin Y.J. et al. Clinical significance of
evaluating coronary atherosclerosis in adult patients with hypertrophic cardiomyopathy who have chest pain // Eur

Radiol. 2019. Vol. 29. Ne 9. P. 4593-4602.], CTEHOKapAUU TPU HEOOCTPYKTUBHOI KOpPOHApHOU

muchyHkiuu — 51-86% [Puwanant S. et al. Acute coronary syndrome with non-obstructive coronary arteries

(ACS-NOCA) in patients with hypertrophic cardiomyopathy // BMC Cardiovasc Disord. 2021. Vol. 21. Nel. P.556.].

Yacrora pazsutuss OKC y 6onpHbix 'KMII npu HEOOCTpYKTMBHOM MOpPaXXKEHUH KOPOHAPHBIX

apTepuil COMOCTAaBUMa C YAaCTOTOM NMPH HAJIMYHUKM KOPOHAPHOTO aTepOCKiIepo3a [Puwanant S. et al.
Acute coronary syndrome with non-obstructive coronary arteries (ACS-NOCA) in patients with hypertrophic

cardiomyopathy // BUC Cardiovasc Disord. 2021. Vol. 21. Nel. P. 556.]. Y nauuentoB ¢ ' KMIT u OKC npu
H606CprKTI/IBHOM MOPpaXCHUU KOPOHAPHOI'O pYyCJjla PEruCTpupycTCia 0osee HHU3Kast BCPOATHOCTD

CMEpPTHU IO CPAaBHEHUIO C MAllUEHTAMH C KOPOHAPHBIM aT€POCKIIEPO30M [Puwanant S. et al. Acute

coronary syndrome with non-obstructive coronary arteries (ACS-NOCA) in patients with hypertrophic
cardiomyopathy. BMC Cardiovasc Disord. 2021. Vol. 21. Nel. P. 556.].

® JlnarHocTuKy cTeHoKapauu y nanueHToB ¢ ' KMII pekomenayercs mpoBOAUTE B COOTBETCTBUH

¢ KP no crabunbHoil creHoKapauu /2020 Clinical practice guidelines for Stable coronary artery disease //

Russian Journal of Cardiology. 2020. Vol.25. Nell. P.4076.].

EOK IC (VI 1 YYP C)

MennkaMeHTO3HOE JIeUeHUE CUHApPOMA CTCHOKAapAuH y oonpaBIX ' KMII OIpeaACIACTCA HAJTMIYHUEM

ooctpykuuu BTJDK u maroreHeTH4eckMM MEXaHU3MOM KOPOHAPHON TUCPYHKIMU [Kunadian V. et

al. An EAPCI Expert Consensus Document on Ischaemia with Non-Obstructive Coronary Arteries in Collaboration
with European Society of Cardiology Working Group on Coronary Pathophysiology & Microcirculation Endorsed by
Coronary Vasomotor Disorders International Study Group // Eurolntervention. 2021. Vol. 16. Nel3 . P. 1049-1069.].

e V nanuenToB ¢ HeoOcTpykTUBHOM 'KMII 5euenne cTeHOKapanu peKOMEHIyeTcs TPOBOIUTH B

cootBeTcTBUU ¢ KP mo cTabwibHON cTeHOKApAuu /2020 Clinical practice guidelines for Stable coronary

artery disease // Russian Journal of Cardiology. 2020. Vol.25. Nell. P.4076.].
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EOK IC (YL 1 YYP C)

e V naruenToB 00cTpykTuBHOM I KMIT npumenenne MATID/APA He pekoMeHIyeTCs U3-3a prucKa

yBenuuenus ['Jl B BTIDK /Batzner A. et al. Hypertrophic Obstructive Cardiomyopathy // Dtsch Arztebl Int.
2019. Vol. 116. Ne4. P. 47-53.].

EOK ITI C (YL 5 YYP C)

e V mamueHToB ¢ o6ctpyktuBHOM ['KMII Gera-ampeHo010KaTopsl pEKOMEHIYETCSl PACCMOTPETh
KaK Tpenaparbl NEepBOM JIMHUM JJi1 YCTpAHEHHUs MNPUCTYNOB CTEHOKapauu u cHuwxeHus [J] B

BTJIK He3aBHCHMMO OT AaTOT€HETUYECKOTO MEXaHW3Ma KOPOHApHOU AUCHYHKIUN

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Kannynosa B.FO. u Op. T'unepmpoguueckas xapouomuonamus u umwemuyeckas 6onesHv cepoya. Bapuanmer

couemannou namonoauu // Kapouonoeus. 2017. T. 57. No 12. C. 16-24.

Knuuti J. et al. 2019 ESC guidelines for the diagnosis and management of chronic coronary syndromes // Eur Heart
J. 2020. Vol. 41. P407-477.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. e558-e631.

Dybro A.M. et al. Randomized Trial of Metoprolol in Patients With Obstructive Hypertrophic Cardiomyopathy //' J
Am Coll Cardiol. 2021. Vol. 78. Ne25. P. 2505-2517.].

EOK I1a B (YI/I 3 YVP B)

o V 6onpHbIX 00cTpykTuBHOU ['KMII Bepamamun™*, nuiaruazeM MoryTt ObITh paCCMOTPEHBI JJIs

YCTpaHCHHUA TMPUCTYIIOB CTCHOKApAUUN HC3aBUCUMO OT MaTrOrCHCTHYCCKOIoO MCXaHU3Ma

KOPOHApPHOU TUCHYHKITUH

[Udelson J.E. et al. Verapamil prevents silent myocardial perfusion abnormalities during exercise in asymptomatic

patients with hypertrophic cardiomyopathy // Circulation. 1989. Vol. 79, No 5. P. 1052—1060.

Wilmshurst P.T. et al. Effects of verapamil on haemodynamic function and myocardial metabolism in patients with

hypertrophic cardiomyopathy // Heart. 1986. Vol. 56, No 6. P. 544-553.

Petkow Dimitrow P. et al. Effect of verapamil on systolic and diastolic coronary blood flow velocity in asymptomatic

and mildly symptomatic patients with hypertrophic cardiomyopathy // Heart. 2000. Vol.83. Ne3. P. 262-266.

Toshima H. et al. Comparable effects of oral diltiazem and verapamil in the treatment of hypertrophic cardiomyopathy.
Double-blind crossover study // Jpn Heart J. 1986. Vol.27. Ne5. P. 701-715.].

EOK IIb C (V[ 4 YYP C)
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KommenTapuii: npasuna u ocobennocmu naznavenus eepanamuna™* npeocmaesnenvt 6 mabauye

2, Ilpunoocenue A3 u mabnuye 3, Ilpunosxcenue A3.

Y 6onvuvix neoocmpyxmuenou I' KMII sepanamun** cnocoben ymenvuams uwemuro Muoxkapoa, 6

m.u. be3bonesyio, u yryyuiame ouacmonuyeckyio gyuxyuro JIK [Udelson J.E. et al. Verapamil prevents

silent myocardial perfusion abnormalities during exercise in asymptomatic patients with hypertrophic

cardiomyopathy // Circulation. 1989. Vol. 79, No 5. P. 1052—1060)].

Ipumenenue éepanamuna™*, ounmuazema y 6ononvix I KMIIT u cmenokapoueti npu nanuuuu XCH
¢ Huskou DB JDK c yenvro ycmpaumenusi CUMRIMOMO8 NPOMUBONOKA3AHO U3-34  HAIUYUS
ompuyamenbHo20 UHOMPONHO20 OelUCmBUs, 4mo Cnocoocmeyem pazeumuio OeKoMneHcayuu

XCH [2020 Clinical practice guidelines for Chronic heart failure. Russian Journal of Cardiology // 2020. Vol.25.
Mell. P.4083].

e [IpoTHBONOKa3aHO OHOBPEMEHHOE Ha3HAUCHUE BepanamMmia*™* u auntuazema c uBaOpaanHOM
y mauueHToB 'KMII co crabunbpHON CTeHOKapaueW  M3-3a pUCKa pa3BUTHs OpaJuKapAud U

GuOpUIUIAIIAN TIPEICEP Ui

[Mengesha H.G. et al. Effect of ivabradine on cardiovascular outcomes in patients with stable angina: meta-analysis

of randomized clinical trials // BMC Cardiovasc Disord. 2017. Vol.17. Nel. P. 105.

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

recommends- . measures-reduce-risk-heart-problems-corlentorprocoralan (28 March 2019).].
EOK ner (VIII 5 VYP B)

e V OonbHbIX 00cmpykmusnou ['KMII aHTaroHWCThl KanblUs TUTHIPONUPHIMHOBOTO psijia

(Hu(eaunuH) NPOTUBOINOKa3aHbl n3-3a pucka yBenuuenus I'Jl B BTIDK /Knuuti J. et al. ESC Scientific

Document Group. 2019 ESC Guidelines for the diagnosis and management of chronic coronary syndromes // Eur

Heart J. 2020. Vol. 41. Ne3. P.407-477.].

EOK ITIC (Y1 5 VYP C)

® VYV 6onbHbIX 06cmpykmusnot 'KMII oprannueckue HUTpaThl MPOTHUBOINOKAa3aHbl N3-32 pUCKA

yBenuuenus ['Jl B8 BTJDK /Knuuti J. et al. ESC Scientific Document Group. 2019 ESC Guidelines for the
diagnosis and management of chronic coronary syndromes // Eur Heart J. 2020. Vol. 41. Ne3. P407-477.].

EOK IIIB (Y15 YYP B)

e V OGonbHbIX ob6cmpykmusnor I'KMII  koMOMHAIMs aHTHAHTUHAJIBHBIX IpENaparoB JUIs

YCTpaHEHHUs] MPHUCTYIOB CTECHOKApIUU MOXET OBITh paccMOTpeHa B cooTBeTcTBUM ¢ KP 1o

CTaOUIIbHOM CTEHOKapIUHM U PeIIeHneM MYIbTHAMCIUITIMHAPHON KOMaHbI /2020 Clinical practice

guidelines for Stable coronary artery disease // Russian Journal of Cardiology // 2020. Vol.25. Nell. P.4076.].
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EOK IIb C (YL 4 YVP C)

Jledenne OKC y naumenton ¢ 'KMII

Cpenu nanuentoB ¢ UM nons nanuentoB ¢ I'KMII cocrasnsier B cpennem 0,1% [Gupta T. et al.
Outcomes of acute myocardial infarction in patients with hypertrophic cardiomyopathy // Am J Med. 2015. Vol.128.
P.879-887]. Cpenu 6onbubix 'KMII y 23% pa3BuBaercs OKC B Teuenue 11 ner nabmronenus

[Puwanant S. et al. Acute coronary syndrome with non-obstructive coronary arteries (ACS-NOCA) in patients with

hypertrophic cardiomyopathy // BMC Cardiovasc Disord. 2021. Vol. 21. Nel. P. 556.]

V¥ nanuentoB ¢ I'KMII vamie pazsuBaercs UM 2 tuna [Thygesen K. et al. Fourth universal definition of
myocardial infarction // Circulation. 2018. Vol. 138. P.618-651.] 6€3 nmogbema cerMmeHTa ST, Mpu KOTOPOM

HIDKE TOCIIUTANIbHAS JIETATbHOCTh, YeM y manueHToB 0e3 ['KMII /Gupta T. et al. Outcomes of acute

myocardial infarction in patients with hypertrophic cardiomyopathy // Am J Med. 2015. Vol. 128. P879-887].

[Tarorenernyeckue mexanusMbl popmupoBanus OKC y manuento ¢ 'KMII pa3nuunsl: pa3pbis
aTepOCKICPOTUYCCKON OJISAIIKH 3MUKAPIUAILHON KOPOHAPHOU apTtepun peructpupyercs B 20%
ciydaeB [Yang Y.J. et al. Long-term survival after acute myocardial infarction in patients with hypertrophic
cardiomyopathy // Clin Cardiol. 2017. Vol. 40. Nel. P. 26-31.], TpoM003 IIpH HEOOCTPYKTUBHON KOPOHAPHOI

muc@yHKu — B 51% B CTpyKType NMPUYUH [Puwanant S. et al. Acute coronary syndrome with non-

obstructive coronary arteries (ACS-NOCA) in patients with hypertrophic cardiomyopathy. BMC Cardiovasc Disord
//2021. Vol. 21. Nel. P. 556.]

[Tarodusnonornueckne MexaHu3Mbl (GopMHpOBaHHsS TpomOO3a B KOPOHAPHBIX apTepusix 0e3
aTepOCKIIEPOTHYECKOTO  MOPAKEHUS npu ['KMII  cBs3aHsl €O  clIaBJI€HUEM
BHYTPUMHOKAPIUAIBHBIX KOPOHAPHBIX apTEepUil M CHUIKEHUEM KPOBOTOKAa B HUX B paHHEH
IUacToNMyeckoi (asze, BazocmasMOM U HIHAOTENHUATBHOW TUCHYHKIIMEH MHKPOCOCYIHUCTOTO

KOPOHAPHOTO pyclia [Tamis-Holland J.E. et al. American Heart Association Interventional Cardiovascular Care

Committee of the Council on Clinical Cardiology; Council on Cardiovascular and Stroke Nursing; Council on
Epidemiology and Prevention; and Council on Quality of Care and Outcomes Research. Contemporary Diagnosis
and Management of Patients With Myocardial Infarction in the Absence of Obstructive Coronary Artery Disease: A
Scientific Statement From the American Heart Association // Circulation. 2019. Vol. 139. Nel8. P.891-908.].

e V namuentoB c¢ HeobcTpyktuBHOM ['KMII  newenne OKC mnpu Hamuuuu paspbiBa
aTepOCKJIEPOTUYECKON OJSIIKM KOPOHApHBIX apTepuil MO JaHHBIM KOPOHApOaHTHOTpapuu
pexoMeHnayeTcs mpoBoauTh B coorBeTcTBUU ¢ KP mo M ¢ nogbemom u 0e3 moabema cerMeHTa

ST [Ocmpuiii ungpapxm muoxapoa c noovemom ceemernma ST snexmpoxapouozpammot. Knunuueckue pexomenoayuu
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2020. Poccuiickoe kapouonoeuyeckoe obujecmgo, Accoyuayus cepoeuHo-cocyoucmolx xupypeoe Poccuu //

Poccuiickuti kapouonoeuueckuit sxcypuan. 2020. Vol.25. Nell. P. 4103.

bapoapaw O. JI. u 0p. Ocmpuoiii koporaphbviii cunopom 6e3 noovema ceemenma ST 31eKmporapouoepammol.

Knunuuecxue pexomenoayuu 2020 // Poccuiickuti kapouonozuueckuti scypran. 2021. Vol.26. No4. P.4449].

EOK IC (VI 1 YYP C)

e V narnueHnToB ¢ HeoOcTpykTuBHON ['KMII nedenne OKC npu HEOOCTPYKTHBHOM KOPOHAPHOM
TUChYHKIIMH MOXET OBITh paccMoTpeHo B cooTBeTcTBUU ¢ KP mo UM ¢ nmogsemom u 6e3 noabema

cermeHTa ST [Ocmpoiii ungpapxm muoxapoa ¢ noovemom ceamenma ST anexmpoxapouozpammol. Knunuueckue

pexomenoayuu 2020. Poccuiickoe kapouonozuueckoe obujecmeo, Accoyuayus cepOeyHO-COCYOUCIBIX XUPYP2O8

Poccuu // Poccutickuii kapouonoauueckuii socypran. 2020. Vol.25. Nell. P. 4103.

bapbapaw O. JI. u 0p. Ocmpwiti koporaphwili cunopom 6e3 noovema ceemenma ST 3eKmpoxkapoUoepammoi.

Knunuueckue pexomenoayuu 2020 // Poccuiickuti kapouonocuueckuti scypran. 2021. Vol.26. No4. P.4449].

EOK IIb C (VUL 4 YYP C)

Kommenmapuii: mema-ananuzvl HAO100aAmMeNbHbIX UCCIE008AHUL NPOOEMOHCMPUPOBATIU, YMO )
nayuenmos OKC ¢ neobcmpykmugnoii Kopouaphou oucgyukyueti npumenenue HAIID/APA,
bema-aodpenoo1oKamopos, CmMamunHo8, O0BOUHOU AHMUMPOMOOYUMAPHOU MePanuu CHUMCAem

OMHOCUMENbHbLE PUCKU DONILUUUX CEPOEUHO-COCYOUCTBIX COOLIMULL U/UTU CMEPMETLHBIX UCX0008

[De Filippo O. et al. Impact of secondary prevention medical therapies on outcomes of patients suffering from
Myocardial Infarction with NonObstructive Coronary Artery disease (MINOCA): A meta-analysis. Int J Cardiol.
2022. Vol.368. Nel. P. 1-9.

Samaras A. et al. Prognostic impact of secondary prevention medical therapy following myocardial infarction with
non-obstructive coronary arteries: a Bayesian and frequentist meta-analysis. Eur Heart J Open. 2022; Vol. 2. Ne6. P.

077]

Ecmb muenue, umo 6vibop anmumpomoboyumapHulx cpeocme u ux mepanesmudeckuil d¢)ghexm
Modicem 8apbupo8ams 6 3a8UCUMOCIU 0N NAMOPDUIUOTOSULECKUX MeXAHU3MO08 pazsumus UM
npu HeoOCMPYKMUBHOU KOPOHAPHOU OUCHYHKYUU, HO ONpedeleHUe ux Kpatke 3ampyOHumenbHo

6 ouacnocmukxe OKC [Abdu F.A. et al. Effect of secondary prevention medication on the prognosis in patients

with myocardial infarction with nonobstructive coronary artery disease. J Cardiovasc Pharmacol. 2020. Vol.76.

P.678-683.

Paolisso P. et al. Secondary prevention medical therapy and outcomes in patients with myocardial infarction with

non-obstructive coronary artery disease. Front Pharmacol. 2019. Vol. 10. P.1606.

Bossard M. et al. Antiplatelet therapy in patients with myocardial infarction without obstructive coronary artery

disease. Heart. 2021. Vol. 107. P.1739-1747.]
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e VY mammeHtoB ¢ o0crpykruBHOH ['KMII He3aBHCMMO OT HAaTOre€HETUYECKOIO MEXaHW3Ma

pasButus Tpom6O03a jeyenne OKC moxer ObITh paccMoTpeHo B coorBercTBuu ¢ KP mo M ¢
nogbeMoM u 6e3 mogbema cermenta ST 3a uckimouenuem MAIID/APA u3-3a pucka yBenTu4eHUs

I'J1 8 BTJDK nipu ux npuMeHeHUU [Batzner A. et al. Hypertrophic Obstructive Cardiomyopathy. Dtsch Arztebl
Int. 2019. Vol. 116. Ne4. P. 47-53.].

EOK IIb C (VI/I 4 YYP C)

Jleuenue AI' y manuentos ¢ I'KMII

VY 37% Gonpnbix 'KMII peructpupyercst Al, 4To B 11€JI0M COOTBETCTBYET PAaCIPOCTPAHEHHOCTU

B 0O1IeH OMYISIUN [Lopes L.R. et al. Association between common cardiovascular risk factors and clinical

phenotype in patients with hypertrophic cardiomyopathy from the European Society of Cardiology (ESC)
EurObservational Research Programme (EORP) Cardiomyopathy/Myocarditis registry // Eur Heart J Qual Care Clin
Outcomes. 2022. Vol.9. Nel. P.42-53.].

AI' y 6onbubix 'KMII He Bnusier Ha puck cmeptH, cBsizanHblil ¢ 'KMII, Ho yBennuuBaeT puck

Oonbiux cepaeuHo-cocyaucToix coObitnii U XCH [Wang Z. et al. The impact of hypertension on the

prognosis of patients with hypertrophic cardiomyopathy: a single-center retrospective study // Peer J. 2023. Vol.11.
P.14614.].

IIporno3 nanuentoB ¢ ['KMII, nonydaromux aHTUTMIEPTEH3UBHYIO TEPAIINIO, JTy4lIe, BKIKOYAs

CHWXCHUE CMEPTHOCTU [Zhang Y. et al. Different clinical characteristics and outcomes of hypertrophic

cardiomyopathy with and without hypertension: seeking the truth // J Geriatr Cardiol. 2023. Vol.20. Ne2. P.109-120.].

e /lnarnoctuky Al y nanuentos ¢ 'KMII pekomennyercs npoBoauts B coorsercTBuu ¢ KP o

AT [Apmepuanvnas cunepmensus y espocavix. Knunuueckue pexomenoayuu 2020 // Poccuiickuii KapOuonozuyeckuil

arcypran. 2020. Vol.25.Ne3. P.3786.].

EOK I C (VI 1 YYP C)

e V nanmentoB 'KMII u AI' pekomeHayeTcs OOCTHXKEHHE LENEBBIX Nokazarened Al B

cootBercTBUU ¢ KP o Al ciennanbHbIX 11e/1eBbIX 3HaYeHUM A/ HEe yCTaHOBIEHO [Apmepuanshas

eunepmensus y e3pocavix. Knunuuecxue pexomenoayuu 2020. Poccuiickuti xapouonozsuueckuu acypran // 2020.

Vol.25.Ne3. P.3786.].

EOK I C (VI 1 YYP C)

o [lartmentam 'KMIT u AI' pexkoMeHAYIOTCS HEMEIWKAMEHTO3HBIE Mephl (OOydeHue, AHueTa,

CHUKXCHUC MACCHI TCJIa, OTPaHUYCHUC COJIH, (I)I/IBI/I‘ICCKI/IC HanyBKI/I) B cootBeTcTBUHU ¢ KP mo AT’



3955
3956

3957

3958

3959
3960

3961

3962
3963
3964

3965
3966
3967

3968
3969

3970
3971
3972

3973
3974

3975
3976

3977

3978
3979

3980
3981
3982

3983
3984

3985
3986
3987

[Apmepuanvnas eunepmenszus y e3pocavix. Knunuueckue pexomenoayuu 2020 // Poccuiickuil kapouonosuyeckuii

arcypran. 2020. Vol.25.Ne3. P.3786.].

EOK I C (VI 1 YYP C)

o [lartuentam ¢ HeoOcTpykTuBHOM [ KMII neuenue Al pekomenayercs B coorBeTcTBuu ¢ KP 1o

AT [Apmepuanvnas cunepmensus y espocavix. Knunuueckue pexomenoayuu 2020 // Poccutickuii kapOouono2uyeckutl

arcypran. 2020. Vol.25.Ne3. P.3786.].

EOK I C (VI 1 YYP C)

e V manueHtoB oocmpykmusnot 'KMII u A’ pekoMeHIyeTcsi pacCMOTPETh MaKCHUMAaJbHO

NePEeHOCHUMBIE /103 HEBA3OAMIIATHPYIOLINX OeTa-aIpeH00I0KaTOPOB KaK TEPAIUIO MIEPBON JTMHUN

st camokennst AJL u Il B BTJDK

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Seferovic PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the

European Society of Cardiology // Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary. a report of the American College of Cardiology/American Heart Association Joint

Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Monda E. et al. Bisoprolol for treatment of symptomatic patients with obstructive hypertrophic cardiomyopathy. The
BASIC (bisoprolol AS therapy in hypertrophic cardiomyopathy) study // Int J Cardiol. 2022. Vol.354. P. 22-28.

Dybro A.M. et al. Metoprolol Improves Left Ventricular Longitudinal Strain at Rest and during Exercise in Obstructive
Hypertrophic Cardiomyopathy // J Am Soc Echocardiogr. 2023. Vol.36. Ne2. P.196-204.].

EOK Ila B (Y/I 3 VYP B)

® V 6onbHbIX 0ocmpykmugnor I'KMIT u Al Bepanamuil/quinTia3eM MOTYT ObITh pacCMOTPEHBI,

[S{e2)851 66Ta-aﬂpeHO6J'IOKaTOpLI MMPOTHUBOIIOKA3aHbI UJIU HE IICPECHOCATCA

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Seferovi¢ PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the
European Society of Cardiology // Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint

Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.
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Rosing D.R. et al. Use of calcium-channel blocking drugs in hypertrophic cardiomyopathy // Am J Cardiol. 1985.
Vol.553. P.185-195.

Betocchi S. et al. Effects of diltiazem on left ventricular systolic and diastolic function in hypertrophic cardiomyopathy
// Am J Cardiol. 1996. Vol. 78. Ne4. P. 451-457.].

EOK IIb C(YII/I 4 YYP C)

e He pekomenayercs KOMOMHHpPOBAaHHOE Ha3HAYCHHE Oera-apeHobI0KaToOpoOB €
BepanamuiioM/muntuazeMoM y Bcex mamueHToB ['KMII  um AT u3-3a pucka CyMMHUPOBaHUS

11000YHBIX (D DHEKTOB /Ldpez-Sendon J. et al. Task Force On Beta-Blockers of the European Society of Cardiology.
Expert consensus document on beta-adrenergic receptor blockers // Eur Heart J. 2004. Vol. 25. Nel5. P.1341-1362.].

EOK III C (YA 5 YYP C)

® YV OonbHbIX 0ocmpykmuenot 'KMII u A" npu HepocTHkeHUU 1IeNeBbIX mokaszarenei Al npu

UCTIOJIb30BAaHNHM MAaKCHMAJBHBIX 103 0eTa-aJpeHOo0J0KaTOPOB HIIM BeparaMuia/auiaTHa3eMa
MOKET OBITh PACCMOTPEHO OCTOPOKHOE MPUMEHEHHE HU3KUX J103 THA3UIHBIX/THA3UA0MOJOOHBIX

JAUYPCTHUKOB 11O KOHTPOJIEM IIPHU3HAKOB I'MITIOBOJIEMHUU

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Seferovic PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the

European Society of Cardiology // Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint

Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Apmepuanvras eunepmenszus y 63pocavix. Knunuueckue pexomenoayuu 2020. Poccuiickuii Kapouonrocudeckut

arcypran // 2020. Vol.25.Ne3. P.3786.].

EOK IIb C (VI/I 4 YYP C)

Kommenmapuii: npu nanuuuu XBIT u CKD< 30 mn/mun/1,75 m° y 60noHb1Xx 06CmMpyKmusHo
T'KMII u AI' npu nedocmudcenuu yenesvix nokazameneu Al moocem Ovimb paccmompeno
0CMOPONCHOE NPUMEHEHUe HU3KUX 003 NemJieblX OUYpemukos noo KOHMPOLEM HNPUHAKOS

cunoeosiemuu

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.
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Seferovi¢ PM. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure Association of the

European Society of Cardiology // Eur J Heart Fail. 2019. Vol.21. Ne5. P.553-576.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the diagnosis and treatment of patients with hypertrophic cardio-
myopathy: executive summary: a report of the American College of Cardiology/American Heart Association Joint

Committee on Clinical Practice Guidelines // Circulation 2020. Vol. 42. P.533-557.

Apmepuanvraa eunepmenszus y 63pocavix. Knunuueckue pexomenoayuu 2020. Poccutickuii Kapouonio2udeckuti

arcypran // 2020. Vol.25.Ne3. P.3786.].

e V nanuentoB obctpykTuBHON 'KMII u AI' mpumenenune MAIID/APA ne pekomeHayercs n3-

3a pucka ysenuueHus 1[I B BTJDK /Batzner A. et al. Hypertrophic Obstructive Cardiomyopathy // Dtsch
Arztebl Int. 2019. Vol. 116. Ne4. P. 47-53.].

EOKIIC (YAASYYPC)

e V OoubHbIX 0o0cTpykTHBHOW ['KMII aHTaroHWCTHI KaiblHs JUTHAPOIHPUIAMHOBOTO psiia

(amudenunuH) TpoTUBOIOKa3aHbl U3-3a pucka yBenuuenus Il B BTJDK /KnuutiJ. et al. ESC Scientific

Document Group. 2019 ESC Guidelines for the diagnosis and management of chronic coronary syndromes // Eur

Heart J. 2020. Vol. 41. Ne3. P.407-477.].

EOK III C (YA 5 YYP C)

Kommenmapuii: npenapamul, pexomendyemvie Onsi nedenuss Al [Apmepuanvhas eunepmenzus y
e3pocnvix. Knunuueckue pexomenoayuu 2020 // Poccutickuil kapouonoeuueckuii scypran. 2020. Vol.25.Ne3. P.3786.],

maxue Kaxk CnupoHOIaKmMoOH, 8aNCApMAana/caKkyoumpui, aib@a-aopeHooioKkamopsl, MOKCOHUOUH,
anuckupen, He uzydanuce npu oocmpykmusnou I’ KMIT u A" ¢ nosuyuii konmpons A/l. Pewenue o
HA3HAYeHUU OAHHLIX 2PYNN Npenapamos modxcem Obimb NPUHAMO MYTbMUOUCYUNTUHADHOU
KOMAHOOU Npu pe3UCmeHmHOCmU K NPOBOOUMOMY AHMULUNEPMEHIUBHOM)Y JIeUeHUI0 Noo

HCECMKUM KOHMpPpOJiem neperHocumocmu u 2eMOOUHAMUKIUL.

Jleuenue ¢pudpusuun npeacepauii y nauueHTos ¢ I'KMII

OII sBnsercs Hanbonee yactoit apurmuei npu ['KMII, pacnipoctpaHeHHOCTh KOTOPOH 3aBUCUT
OT TsDKeCTH 3aboseBanust: 22% B o01iel koropre U 10 32% B KOTOpTe MAaLMEHTOB C MOKA3aHUIMHU

s uMmiutanTanuy UKJ*** g DKC***/[[OKC***

[Maron B.J. Hypertrophic Cardiomyopathy: A Systematic Review // JAMA. 2002. Vol. 287, No 10. P. 1308—1320.

Marian A.J., Braunwald E. Hypertrophic cardiomyopathy: Genetics, pathogenesis, clinical manifestations, diagnosis,

and therapy // Circ. Res. 2017. Vol. 121, No 7. P. 749-770.

Garg L. et al. Atrial fibrillation in hypertrophic cardiomyopathy: prevalence, clinical impact, and management //

Heart Fail. Rev. 2019. Vol. 24, No 2. P. 189-197.
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2002. Vol. 39, No 2. P. 301- 307.

Guttmann O.P. et al. Atrial fibrillation and thromboembolism in patients with hypertrophic cardiomyopathy:
Systematic review // Heart. 2014. Vol. 100, No 6. P. 465—472.

Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy. Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556.

Olivotto 1. et al. Impact of atrial fibrillation on the clinical course of hypertrophic cardiomyopathy // Circulation.
2001. Vol. 104, No 21. P. 2517—2524]. Yacmoma ecmpeuaemocmu PII de novo 6 ooweii kocopme I'KMII cocmagnsem

okono 2% 6 200.

[Garg L. et al. Atrial fibrillation in hypertrophic cardiomyopathy: prevalence, clinical impact, and management //
Heart Fail. Rev. 2019. Vol. 24, No 2. P. 189-197.
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management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556.

Olivotto 1. et al. Impact of atrial fibrillation on the clinical course of hypertrophic cardiomyopathy // Circulation.
2001. Vol. 104, No 21. P. 2517— 2524].

3anauamu apmakotepanuu npu ['KMIIL, ocnoxxnennoit @I, sBistoTcst KynupoBaHUe MPUCTYTIA,

npodUIaKTUKA PEUUIUBOB aPUTMHH U TPOMOOIMOOIMYECKUX OCIOKHEHUH.

BoccTraHoB/1leHHe CHHYCOBOIO PpHTMa W NPOPUIAKTHKA peuuaAnBoB (GuOpUIIAINN

npencepauii y manguentos 'KMII

e /{7151 BhIsSIBICHUS Oec- MM MaTloCUMITOMHBIX napokcu3MoB DIT u onpenenenus pucka BCC B
koropte manuenToB ¢ ['KMII, pazmepom JIIT = 45 MM U C CHHYCOBBIM PUTMOM PEKOMEHTYETCSI

paccMoTpeth npoBeaeHue 48-uacoBoro XMOKI kaxasie 6 - 12 mecsiien

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Adabag A.S. et al. Spectrum and prognostic significance of arrhythmias on ambulatory Holter electrocardiogram in

hypertrophic cardiomyopathy // J. Am. Coll. Cardiol. 2005. Vol. 45, No 5. P. 697-704.

January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.
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nan. 2021. T.26. Ne7. C.4594.

Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, Ne5. P.373-
498.

Wilke 1. et al. High Incidence of De Novo and Subclinical Atrial Fibrillation in Patients With Hypertrophic
Cardiomyopathy and Cardiac Rhythm Management Device // J. Cardiovasc. Electrophysiol. 2016. Vol. 27, No 7. P.
779—784.

Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556.

Di Cori A. et al. Role of cardiac electronic implantable device in the stratification and management of embolic risk of
silent atrial fibrillation: are all atrial fibrillations created equal? // Expert Rev. Cardiovasc. Ther. 2018. Vol. 16, No
3. P 175-181].

EOK ITa C (YL 2 VYP C)

KommenTapmuii: oonapyscenue @II ¢ nomowvbio umMnianmupyemo2o nemne8o2o pecucmpamopa
npeocmasnsiem coOOU VHUKAILHYIO B03MONCHOCHb O/ ObICMPO20 8blsGNIeHUss Oec- Ulu
Manocumnmomuvlx  napokcusmos @I ¢ yenvio npoguraxmuku  mpomoOOIMOOIUYECKUX
OCNOJHCHEHUI 00 MO20, KaK cayuuncs uncynom. Ilpeoukmopamu pucka eo3nuxnosenus PII npu
T'KMII sgnaomcs: npedcepouas kapouomuonamus, yeenuuenue pasmepa u odvema JIII,
nosviutenue ypoeneti NT-proBNP ¢ kpoeu, XCH III - IV @K, noowcunoi 6o3pacm, oocmpykyus

BTJDK, sosneuenue npasvix omoenog cepoya, ceHemuieckue hakmopbwi.

e BoccraHoBiieHHE CHHYCOBOTO pUTMa IMMYTEM MPSIMON AJIEKTPUUYECKON MIIH (hapMaKoJIOTrH4eCKO
Kap/IMOBEPCUN C BHYTPUBEHHBIM BBEJICHHEM aMHUOJapoHa™** pexkoMeHAyeTCs pacCMOTPETh Yy

MAlMeHTOB ¢ HeJaBHO Bo3HUKIIEH (< 48 yacop) PII

[January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.
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Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. P.558-631

Apaxensin M. I u op. Qubpunisayus u mpenemarue npeocep-
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nan. 2021. T.26. Ne7. C.4594.

Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, Ne5. P.373-
498.

Weigner M.J. et al. Risk for clinical thromboembolism associated with conversion to sinus rhythm in patients with

atrial fibrillation lasting less than 48 hours // Ann. Intern. Med. 1997. Vol. 126, No 8. P. 615—620.

Camm C.F, Camm A.J. Atrial fibrillation and anticoagulation in hypertrophic cardiomyopathy // Arrhythmia
Electrophysiol. Rev. 2017. Vol. 6, No 2. P. 63—68].

EOK ITa C (YIII 2, YYP C)

KommenTapuii: nayuenmam ¢ cemoounamuieckoll HecmabuibHocmoio Ha ¢one napoxcuzma DIT
DEKOMEHO08AHA IKCMPEHHAs. INeKMPU4ecKds Kapouosepcusi no mem dice Npasunam, Kak u

nayuenmam 6e3 I'KMII.

T'emoounamuyecku cmabunbHbIM nayueHmam 0e3 npeouecmsyloujei.  aHMuUKoa2yIsHMHOU
HO020MOBKU Kapouogepcusi modicem Obimb NPOeOeHa MOIbKO 8 Ciyuae, eciu ONUMeNbHOCb
meKywe20 napokcusma He npegviuiaem 48 wuacos. YV nayuenmos c 6eccuMnmomHuiMU
napoxcusmamu  PII, a maxoce 6 cumyayuax, Koz0a nayuenm 3ampyoHsemcs HA36amb
OIUMENbHOCMb  MeKyuje2o0 NnapoKkcuzmMa U He Nonydaem aHMUKOARYIAHMHYIO — Mepanuo
HOCMOSIHHO, ~ PEKOMEHOYemcs  8030epiCamvbCsl  Om  He3aMeONUmenbHO20  80CCMAHOGIEHUS

CUHYCOB020 PUMMA.
B smou cumyayuu 603M0H#CHO npuMeneHue 08yX cmpamezuti 6e0eHUs.

Ilepsas cmpamezus: npogedenue pauneu xapouosepcuu nocie YII-DXOKI, ue evisggusuiell
mpomovl 8 NonoCmAX npeocepouti. AHMUKOAZYIAHMHAS NOO00EPAHCKA B0 8peMs Npoyedypbvl

60CCMAHOBIEHUS CUHYCOB020 pumma obsa3amenvua.

Bmopas cmpamezus: npu nesozmoocnocmu npogedenusi YI1-OXOKI unu evisignenuu mpomoos 6

nonocmsx npeocepouti npu YI1-OXOKI' cnedyem npoooums no3oHow Kapouogepcuio nocie 3
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HeOoelb aHmuxoazyisitHmuou mepanuu (nocie konmponvhou YI1-OXOKI, obszamenvrotl 6 ciyuae

Haauyust mpomoos 8 NoIOCmX npedcepoutl npu nepeom 00C1e008aHULL).

Ipunumas 6o enumanue mom gaxm, umo @I y nayuenmos, cmpaoarowux ' KMII, kax npasuio,
npomeKaem ¢ BbIPANCEHHOU CUMNIMOMAMUKOU, B0CCMAHOBNEHUE CUHYCOB020 DPUMMA OOAHCHO
paccmampusamsCs He moabKo Npu HeOAeHO BO3HUKULEN, HO U npu nepcucmupyrowetl popme DI1,

K020a 80CCMAHOGIEHUE CUHYCO6020 pumma npeécmaeﬂﬂemc;z 6eCoMa 6EPOAIMHBbIM.

e V nanuentoB ' KMII miuTenpHy0 Tepanuo aMuoapoHOM ** peKOMEHIYeTCs PaCCMOTPETh JIJIs
npodmiaktuku peruuanBoB DI mocne mnpsMol >rIeKTpUdeckor uiaM  (hapMakoIOrHUECKON

KapInOBEpCUU
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contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, Ne5. P.373-
498.

Spoladore R. et al. Pharmacological Treatment Options for Hypertrophic Cardiomyopathy: High Time for Evidence
// Eur Hear. J. 2012. Vol. 33, No 14. P. 1724—-1733.

Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556.

Camm C.F, Camm A.J. Atrial fibrillation and anticoagulation in hypertrophic cardiomyopathy // Arrhythmia
Electrophysiol. Rev. 2017. Vol. 6, No 2. P. 63—68.

Miller C.A.S. et al. Safety, Side Effects and Relative Efficacy of Medications for Rhythm Control of Atrial Fibrillation
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EOK Ila B (Y/I 2 VYP B)
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KommenrTapuii: avuooapon™*  saensemcs camvim  3QhhexmunHvim  aHmMUaAPUMMU4ecKuM
npenapamom 0nsi npogpunakmuxu DII, on besonacen u s¢pgexmusen y nayuenmos ¢ I'KMII,

ocnoocrennou DI1.

B cnyuae, echu amuooapon** naznauaemcs de novo, nauame mepanuio ciedyem ¢ NPUMeHeHUs.
Hacvluyarwux 003 npenapama (Hacvluaruue 003bl U meMnvl HACLIWeHUs 8 COOMEEMCMEUU C
pexkomeHoayuamu Ons obwel nonynsayuu nayuenmos, cmpaoarowux DII) noo pecyiaprvim
koumponem YCC u DKI- xommponem npoodomicumenvnocmu PQ u QT. B nepgvie mpu Ons
mepanuu pexomenoyemcs edxceonesuviii IKI konmpons. Yonunenue unmepsana QT 0o 3nauenuil,

npesviwarowux 500 mc, mpebyem cHudicenus 003bl UIU OMMeEHbl npenapama.

Monexyna amuooapona™* cooepocum 0sa amoma 1o0a 6 césa3u ¢ yem amuooapon** oxkazvieaem
BNUSIHUE HA MEMAOOUIM 20PMOHO8 WUMOBUOHOUL Jicele3bl 3a CYEM UHSUOUPOBAHUS NPeBPALLeHUs.
T3 6 T4 (bnokupyem mupoxcun-5-Oetioounasy). Ha ¢one onumenvrhoco xponuueckoeo npuéma
amuooapona**  mocym HaOM00aAMbCsi HApyuwileHus @QYHKYuU WumosuoHol dicenesvl, Kak
AMUOOAPOH-UHOVYUPOBAHHBIN 2UNOMUPeO3, MaK u eunepmupeos. HcxoOHo, 00 Ha3HaueHus
amuooapona**, ciedyem uCKIOYUMb HAIUYUe y NAYUEHMA NAMOLO2UU WUMOBUOHOU JCele3bl
(8bINOTHUMDb  VILIMPA38YKOBOE UCCIE008AHUE WUMOBUOHOU Jicele3bl U ONpeoerunms YPOGeHbL
MUPEomMpOnHO20 2OPMOHA U aHmumen K mupeonepoxcudase 6 kposu nayuenma). Ilpu naruyuu
namono2uu  WUMOBUOHOU  Jcele3bl  B03MOJNCHOCMb — HASHAYEHUs  aMuooapoHa™™*  u/unu
NPOOONJNCEHUsT Mepanuu amuooapoHom™** domdcna O6vimv 00CyHcOeHa ¢ IHOOKPUHON020M. B
npoyecce JeYeHuUss amMuoOapoHOM™** Ha pecylnapHOU OCHo8e (Mpu OMCYmMCmeuu KIUHUYECKUX
NOO03PeHUll Ha NAMONI02UI0 WUMOBUOHOU Jcelle3bl Yepe3 3 Mecaya om Hayana mepanuu u oajee
He pedxce I pasa 6 6 mecsyes) ciedyem onpeoensmsb YPOGeHb MUPEOMPONHO20 20PMOHA, NPU
HeoOXooumMocmu —  GbINOJHAMb  VILMPA38YKOBOE UCCLe008AHUE  WUMOBUOHOL  Jicelesbl,
onpedensimsb c60600nvie T3 u T4 u ux coomumowenue. AmMuoOapoH-uHOYYUPOBAHHBIL SUNOMUPEOD3,
KaK npaeunio, me mpebyem ommeHvl npenapama. JleueHue mupoKCUHOM PEKOMEHOYemcs 8cem
OONbHLIM ¢ MAHUDECMHbIM  aAMUOOAPOH-UHOYYUPOBAHHBIM cunomupeozom. CyOKIuHuYecKue
Gopmbl 00bIUHO He mpebYIom e20 HA3HAYEeHUs, HO 34 NAYUEHMOM Cledyem OCYWecmeisams
HabOnoO0eHue ¢ onpedelleHuemM YPO8Hs 2OPMOHO8 WUMOBUOHOL dicene3vl Kaxcovle 4-6 mecsayes.
Beoenue nayuenmos ¢ amuo0apoH-UHOYYUPOBAHHBIM MUPEOMOKCUKO30M 3A8UCUM OM MUnd
eunepmupeo3sa. Paznuuarom amuodapon-unoyyuposannulii mupeomoxcuxos 1 muna (pazeusaemcs
APpU HATUYUU ABMOHOMHBIX AKMUGHBIX V3108 WUMOBUOHOU Jicene3bl Ul JAmeHmHOU 6one3HU
I'petigca), amuo0apoH-uHOYYUPOBAHHBIL MUPEOMOKCUKO3 2 muna (pazeusaemcs 6ciedcmeaue
0ecmpyKmueH020 Mupeououma u3-3a YyumomoxkCcuiecko2o d¢hghexma amuooapona) u CMeuanHyo

Gopmy amuooapon-uHOYYUpPOBAHHO20 MUPEOMOKCUKO3A, OJisl KOMOPOU XAPAKMEPHO CoYemaHnue
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o0boux mexanuzmos. llossnenue amuooapoH-uHOYYUPOBAHHO20 MUPEOMOKCUKO3A 8 ODONbULUHCTNGE
cnyuaes mpebyem ommenvl npenapama. Ilpu amuooapon-unoyyupoeanHom mupeomoxcuxose 1
MUNa NOKAa3ana mepanus aHMUMUpeouOHbIMU NPEnapamami, NPU AMUoOapOH-UHOYYUPOBAHHOM
mupeomokcukoze 2 muna — 2uoKoKopmuxkouoamu. Hx xomoOunayus pexomeHOyemcs npu
CMEeWaHHoOM — 8apuanme  aAMUOOAPOH-UHOYYUPOBAHHO20 — MUpeomokxcuxkosa. Pewenue o
NPOOOIICEHUU UNU OMMEHEe AMUOOAPOHA NPU AMUOOAPOH-UHOYYUPOBAHHOM MUPEOMOKCUKO3Ee
OOJIHCHO ~ NPUHUMAMBCA — UHOUBUOYATLHO — COBMECHHO  CREeYUANUCTNAMU-KAPOUOLO2AMU U

9HOOKPUHOLO2AMU C YUemoM Noab3vl U pucka [Ipunesa E.H. u Op.. Ilpoekm hedepanvuvlx Kiunuueckux

PEKOMEHOayUll N0 OUACHOCMUKE U JeYEHUI) aMUOOAPOH-UHOYYUPOBAHHOU OUCPYHKYUU WUMOBUOHOU dicenesvl //

Knunuueckas u sxcnepumenmanvuas mupeoudonoeus. 2020. Tom 16, Ne 2. C. 12-25.

Bartalena L.A. et al. 2018 European Thyroid Association (ETA) Guidelines for the Management of Amiodarone-
Associated Thyroid Dysfunction // Eur Thyroid J. 2018. Vol.7, P.55-66.

Theodoraki A., Vanderpump M.P.J. Thyrotoxicosis associated with the use of amiodarone: the utility of ultrasound in

patient management // Clin. Endocrinol. (Oxf). 2016. Vol. 84, P. 172-176].

Comanon™* moocem ucnonvb3o8amscs 6 Kavecmee aibmMepHAMUBHO20 AHMUAPUMMUYECKO2O0
npenapama 6 nevenuu PII y nayuenmos I'KMII, ocobenno 6 cayyae umnianmayuu UK***,
XOMS KIUHUYECKUTl ONblM e20 NPUMEeHeHUs 02panuyen. B mo oce epems, ciedyem yuumovieamo
cyuwecmeeHHo Oonee HU3KY0 3ghgexkmusnocms comanonra™** 6 cpagnenuu ¢ amuooapoHom™* u
Oonee gvipasicennvie npoapummozentvle dgpgexmol. Kak u 6 ciyuae Haznavenus amuooapona**,

mepanus comanonom** mpeoyem pecynapunoco konmpoas YCC, PQ u QT.

e bera-anpenoOnokarop, BepamamMmwi** wim guiTHazeM™* peKOMEHIYIOTCS ISl KOHTPOJIA
YacTOThl COKpAIEHUH KelyqoukoB y nauueHtoB ¢ ['KMII, nocTosHHON WK nepcucTUpyromen

Il

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. P.558-631
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Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
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and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, No5. P.373-
498.

Pesuweunu ALl u Op. Knunuueckue pexomeHoayuu no npoeedeHuio d1eKmpo@du3UOI0cULecKUX UCCIe008aHUl,

KamemepHOU abiAyuY U RPUMEHEHUIO UMNIAHMUPYeMbIX aHmuapummudeckux ycmpoucms. Mockea, 2017. 701 c.

Spoladore R. et al. Pharmacological Treatment Options for Hypertrophic Cardiomyopathy.: High Time for Evidence
// Eur Hear. J. 2012. Vol. 33, No 14. P. 1724—1733.

Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556.

Camm C.F, Camm A.J. Atrial fibrillation and anticoagulation in hypertrophic cardiomyopathy // Arrhythmia
Electrophysiol. Rev. 2017. Vol. 6, No 2. P. 63—68.

Miller C.A.S. et al. Safety, Side Effects and Relative Efficacy of Medications for Rhythm Control of Atrial Fibrillation
in Hypertrophic Cardiomyopathy // Am. J. Cardiol. 2019. Vol. 123, No 11. P. 1859-1862. ].

EOK IC (VI 1 YYP C)

KommMmenTapuii:  doxazamenvuass  6aza, noomeepoicoarowas  sppexmusnocms  bema-
aopenobnokamopos, eepanamuna™* umu ounmuasema™** y nayuenmos, cmpaoarowux I'KMII,
ocnoocnénnon @II, omcymemeyem. Jleuenue bema-adpernobrokamopamu, sepanamuiom™* unu

ounmuasemom** oonacno ocywecmenamocsa noo konmponem YCC u AB nposooumocmu.

e HasHayeHne HUBKHUX [103 JWTOKCHHA**  MOXeT OBITh PAacCCMOTPEHO Yy TAIMEHTOB C
HeoOcTpykTuBHOI I'KMII, cTpanatouux nocrosuuoi ¢popmoit @I u XCH II - IV ©K ¢ @B JIXK
< 50%, nisa koutposast YCC

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.
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Apaxensn M. I u dp. Qubpunrayus u mpenemarnue npedcepoutl. Knunuueckue pexomenoayuu 2020 // Poccutickuil

kapouonoeuueckuti scypuan. 2021. T.26. Ne7. C.4594.

Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
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498.

Maron B.J. et al. Clinical Spectrum and Management of Heart Failure in Hypertrophic Cardiomyopathy // JACC
Hear. Fail. Elsevier Inc., 2018. Vol. 6, No 5. P. 353-363.

Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556.

Lourenco A.P. et al. An integrative translational approach to study heart failure with preserved ejection fraction: a
position paper from the Working Group on Myocardial Function of the European Society of Cardiology // Eur. J. Heart
Fail. 2018. Vol. 20, No 2. P. 216-227.

2020 Clinical practice guidelines for Chronic heart failure // Russian Journal of Cardiology. 2020. Vol.25, Nell.
P4083.

McDonagh T A. et al. ESC Scientific Document Group. 2021 ESC Guidelines for the diagnosis and treatment of acute
and chronic heart failure // Eur Heart J. 2021. Vol. 42. Ne36, P.3599-3726].

EOKIIb C (YAAS YYP C)

KommenTapmii: ooxazamenvnas 6asa, noomeepoicoarowas sggekmuenocms oucokcuna™* y
nayuenmos, cmpaoaowux Heoocmpykmusnou ['KMII, ocnooxcuénnou @I, omcymcmeayem.
Hnousuoyanvuas 0oza oueoxcuna** onpeodensemcs onmumanibHol KOHYeHmpayuel npenapama 8
cvigopomre kpoasu (0,5-0,9 ne/mn), obecneuusaroweti Haurywuiee coomHouleHue dghghekmusnocmu
u 6ezonacnocmu [Apaxensn M. I u op. Qubpunrnayus u mpenemanue npeocepouti. Knunuueckue

pexomernoayuu 2020 // Poccutickuii kapouonoeudeckuti socypuan. 2021. T.26. Ne7. C.4594].

HauanbHble 1 11e1€BbIe 10361 NpenaparoB npu jJekapcTBeHHoi Tepanuu I'KMII npencrasiens B

Ta6nune 3, [Tpunoxenue A3.

IpopuaakTuka TpomMG0IMO0THIecKkuX oca0kHeHuH Yy nauneHToB ¢ 'KMII u ®I1
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e Antaronuctsl ButamuHa K (Bapdapun™*, nenesoe MHO 2,0 - 3,0) wm [IOAK (maGurarpana
sTeKcuIaT** wim puBapokcaban™** nnm anukcaban™*) pekomenayrorcs Bcem namuentam ¢ ' KMIIT
IIPYU OTCYTCTBUM IIPOTUBOIIOKA3aHUMN, Y KOTOPBIX Pa3BUJIACH IIEPCUCTUPYIOLIAs, TIOCTOSHHAS WIIU

napokcuszmMaibHas popma OII, a1 npodunakTiku TpoMO0IMOOINYECKUX OCIOKHEHHIM

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
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498.

Guttmann O.P. et al. Atrial fibrillation and thromboembolism in patients with hypertrophic cardiomyopathy:
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Zhou Y. et al. Non-vitamin K antagonist oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial

fibrillation: a systematic review and meta-analysis // J. Thromb. Thrombolysis. 2020. Vol. 50, Ne2. P.311-317.

Rujirachun P. et al. Efficacy and safety of direct oral anticoagulants (DOACs) versus vitamin K antagonist (VKA)
among patients with atrial fibrillation and hypertrophic cardiomyopathy: a systematic review and meta- analysis //

Acta Cardiol. 2020. Vol.75, Ne8. P.724-731.

Lee H.J. et al. Novel Oral Anticoagulants for Primary Stroke Prevention in Hypertrophic Cardiomyopathy Patients
with Atrial Fibrillation // Stroke. 2019. Vol. 50, No 9. P. 2582-2586.

Dominguez F. et al. Direct oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial fibrillation //
Int. J. Cardiol. 2017. Vol. 248. P. 232-238.

Li B. et al. Could direct oral anticoagulants be an alternative to vitamin K antagonists in patients with hypertrophic

cardiomyopathy and atrial fibrillation? // Int. J. Cardiol. 2018. Vol. 256. P. 39.

Lozier M.R. et al. Thromboembolic outcomes of different anticoagulation strategies for patients with atrial fibrillation
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EOK IC (VI 1 YYP C)

KommeHnTapuii: Heo6xooumo nomuums 06 smopuomoxcuynocmu sappapuna (cm. pazoen "I'KMIT

vy bepemennvix").

Menbute OaHHbIX NO AHMUKOAZYISAHMHOU Mepanuu npu mpenemanuu npeocepoutl, HO PUCK

mpomoOoIMOOAULL NPU HEM cCYUmaemcs makum dice, kak npu DI1.

e OneHky pucka KpoBoredeHH ¢ noMoinbto mkaiasl HAS-BLED pekomeHyercss paccMOTpPETh
IPY Ha3HAYEHUH MEPOPAJIbHBIX AHTHUKOArYJISHTOB B COYETAaHWU C MHTUOMTOpPaMM arperanuu

TPOMOOITUTOB WIIH O€3 HUX

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

January C.T et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. P.558-631

Apaxensn M. I u op. Qubpuniayus u mpenemanue npedcepoutl. Knunuueckue pexomendayuu 2020 // Poccutickuil

Kkapouonoeuveckui xcypuan. 2021. T.26. Ne7. C.4594.

Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, Ne5. P.373-
498.

Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556.

Camm C.F, Camm A.J. Atrial fibrillation and anticoagulation in hypertrophic cardiomyopathy // Arrhythmia
Electrophysiol. Rev. 2017. Vol. 6, No 2. P. 63—68.

Pisters R. et al. A novel user-friendly score (HAS-BLED) to assess 1-year risk of major bleeding in patients with atrial
fibrillation: The euro heart survey // Chest. 2010. Vol. 138, No 5. P. 1093—1100.

Rujirachun P. et al. Efficacy and safety of direct oral anticoagulants (DOACs) versus vitamin K antagonist (VKA4)

among patients with atrial fibrillation and hypertrophic cardiomyopathy: a systematic review and meta- analysis //

Acta Cardiol. 2020. Vol. 75, Ne8. P.724-731.
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Lee H.J. et al. Novel Oral Anticoagulants for Primary Stroke Prevention in Hypertrophic Cardiomyopathy Patients
with Atrial Fibrillation // Stroke. 2019. Vol. 50, No 9. P. 2582—-2586.

Lozier M.R. et al. Thromboembolic outcomes of different anticoagulation strategies for patients with atrial fibrillation

in the setting of hypertrophic cardiomyopathy: A systematic review // J. Atr. Fibrillation. 2020. Vol. 12, No 4. P. 2207.

Zhou Y. et al. Non-vitamin K antagonist oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial

fibrillation: a systematic review and meta-analysis // J. Thromb. Thrombolysis. 2020. Vol. 50, Ne2. P.311-317. ].
EOK I1a B (YIUI2 YYP B)

Kommenrapuii: 3 u 6onee d6annos no wxanre HAS-BLED (ne éanudupoeana 05 nayueHmos c
I'KMII) yxazvieaem Ha 6bICOKUU PUCK KpOBOMeUeHUll. Y makux nayuenmos OONHCHbL Oblmb
NPUHAMbBL  Mepbl  NPEeOOCMOPOAICHOCU C  1ADOPAMOPHLIM U KAUHUKO-UHCIPYMEHMATbHbIM
kowmponem. Ilpexcoe 6ceco, HeoOXOOUMO nposecmu NOUCK NOMEHYUAIbHO2O Cyocmpama
KpOBOmeyeHuss neped  HA3HAYEHUeM NepopalbHO20  anmukoa2yisnma. Pexomendyemvie
J1abopamopHble aHAIU3bl YerecooOPazHo NOSMOpsmMs NO Mepe HeobXOOUMOCMU, HO He pedice

00H020 pasa 6 200 [Apakersn M. I u op. Pubpurrayus u mpenemanue npedcepouti. Kunuueckue pexomenoayuu

2020 // Poccuiickuti kapouonoeuveckuu scypuan. 2021. T.26. Ne7. C.4594.

Steffel J. et al. 2021 European Heart Rhythm Association Practical Guide on the Use of Non-Vitamin K Antagonist
Oral Anticoagulants in Patients with Atrial Fibrillation // EP Europace. 2021. Vol. 23, Nel0. P. 1612—-1676]

Ulkana HAS-BLED - cm. mabnuyy 115, Ipunosicenue 172

Pexomenoayuu no noucky nomenyuanvbHo2o cyocmpama kpogomeuenus — cm madauyy 116,

Ipunoowcenue 2.

Tax xax namonocus NoYex accoyuupyemcsi He MoabKO C BbICOKUM PUCKOM MPOMOOMUYECKUX
OCNOJICHEHUU, HO U C GbICOKUM DPUCKOM Kpogomeuenull, Ons obecnedyeHus 0e30nacHoll
AHMUKOA2YIAHMHOU mepanuu mpebyemcs pe2yiapHulil KOHMPOb KPeamuHUHA Cbl8OPOMKU KPOBU
u pacuém kaupenca kpeamununa no ¢opmyne Kokpogma-Tonma 6e3 cmanoapmusayuu K

niowaou nosepxHocmu mena 01s evloopa onmumanvrou 003vl [HOAK [Apaxensn M. I u op.

Quopunnayus u mpenemanue npedcepouil. Knunuueckue pexomenoayuu 2020 // Poccutickuii kapouonozuieckuti

orcypuan. 2021. T.26. Ne7. C.4594].

PekomeHayemaﬂ yacmoma 003ameNbHbIX AHAIU308 Kpoeu HA KpeamuHuH Yy nayueHmoe — Cm

mab6auyy 117, Ipunoscenue I2.

e Ecmu mamment ¢ ['KMII, ocnoxxnennoit ®II, He MOXeT NMPUHUMATH TMOAOOPAHHYIO 03y
Bap(apuHa®™* n3-3a MOOOYHBIX IEHCTBUI WJIM HEBO3MOXKHOCTH TOIJIEPKUBATH TEPATIEBTUUECKUIN

ypoBenb aHtukoarymsmuu (MHO 2,0 - 3,0), wm  ocymectBiasate moHuTopuHr MHO,
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pexomenayetcsi ucnoib3oBath [IOAK (maburarpana stekcmiar** wnam puBapokcabaH™**, wim

anmkcaban™*)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. P.558-631.

Apaxensn M. I u dp. Qubpuniayus u mpenemanue npedcepoutl. Knunuueckue pexomenoayuu 2020 // Poccutickuil

Kapouonoeuueckutl xcypuan. 2021. T.26. Ne7. C.4594.

Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, Ne5. P.373-
498.

Guttmann O.P. et al. Atrial fibrillation and thromboembolism in patients with hypertrophic cardiomyopathy:
Systematic review // Heart. 2014. Vol. 100, No 6. P. 465—472.

Zhou Y. et al. Non-vitamin K antagonist oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial

fibrillation: a systematic review and meta-analysis // J. Thromb. Thrombolysis. 2020. Vol. 50, Ne2. P.311-317.

Rujirachun P. et al. Efficacy and safety of direct oral anticoagulants (DOACs) versus vitamin K antagonist (VKA)
among patients with atrial fibrillation and hypertrophic cardiomyopathy: a systematic review and meta- analysis //

Acta Cardiol. 2020. Vol.75, Ne8. P.724-731.

Lee H.J. et al. Novel Oral Anticoagulants for Primary Stroke Prevention in Hypertrophic Cardiomyopathy Patients
with Atrial Fibrillation // Stroke. 2019. Vol. 50, No 9. P. 2582—2586.

Dominguez F. et al. Direct oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial fibrillation //

Int. J. Cardiol. 2017. Vol. 248. P. 232-238.

Li B. et al. Could direct oral anticoagulants be an alternative to vitamin K antagonists in patients with hypertrophic

cardiomyopathy and atrial fibrillation? // Int. J. Cardiol. 2018. Vol. 256. P. 39.

Lozier M.R. et al. Thromboembolic outcomes of different anticoagulation strategies for patients with atrial fibrillation

in the setting of hypertrophic cardiomyopathy: A systematic review // J. Atr. Fibrillation. 2020. Vol. 12, No 4. P. 2207].

EOK IB (VIUI 1 VYP B)
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Kommenrapuii: sappapun™** wuiu oabueampana smexcunam™** unu pusapoxcaban™** unu
anuxkcaban** ciedyem Haznauamv He3ABUCUMO OM KOAUYECMBa OANN08, NOJYYEeHHbIX NAYUEHMOM
no wrane CHA2DS2-VASc oaxce nocie oonozo snuzooa @II. lllkara CHA2DS2-VASc - cm.
mab6auyy 114, [punoscenue 172

e Bo Bcex cayudasx ['KMII, ocnoxnennoir ®II, pekoMeHayeTcs MOXU3HEHHAas Tepanus
Bappapunom** (MHO  2,0-3,0) wumu IIOAK (maGurarpana stekcuimatoM™*  wim
puBapokcabaHoM™* wim anukcabaHoM™**), naxke eclii CHHYCOBBIA PUTM OBUI BOCCTAHOBJIICH U

CTOMKO yAEpKUBACTCA.

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. P.558-631.

Apaxensn M. I u op. Qubpuniayus u mpenemanue npedcepoutl. Knunuueckue pexomenoayuu 2020 // Poccutickuil

Kapouonoeuueckutl sxcypuan. 2021. T.26. Ne7. C.4594.

Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, Ne5. P.373-
498.

Guttmann O.P. et al. Atrial fibrillation and thromboembolism in patients with hypertrophic cardiomyopathy:
Systematic review // Heart. 2014. Vol. 100, No 6. P. 465—472.

Zhou Y. et al. Non-vitamin K antagonist oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial

fibrillation: a systematic review and meta-analysis // J. Thromb. Thrombolysis. 2020. Vol. 50, Ne2. P.311-317.

Rujirachun P. et al. Efficacy and safety of direct oral anticoagulants (DOACs) versus vitamin K antagonist (VKA)
among patients with atrial fibrillation and hypertrophic cardiomyopathy: a systematic review and meta- analysis //

Acta Cardiol. 2020. Vol. 75, Ne8. P.724-731.

Lee H.J. et al. Novel Oral Anticoagulants for Primary Stroke Prevention in Hypertrophic Cardiomyopathy Patients
with Atrial Fibrillation // Stroke. 2019. Vol. 50, No 9. P. 2582—-2586.
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Dominguez F. et al. Direct oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial fibrillation //
Int. J. Cardiol. 2017. Vol. 248. P. 232-238.

Li B. et al. Could direct oral anticoagulants be an alternative to vitamin K antagonists in patients with hypertrophic

cardiomyopathy and atrial fibrillation? // Int. J. Cardiol. 2018. Vol. 256. P. 39.

Lozier M.R. et al. Thromboembolic outcomes of different anticoagulation strategies for patients with atrial fibrillation

in the setting of hypertrophic cardiomyopathy: A systematic review // J. Atr. Fibrillation. 2020. Vol. 12, No 4. P. 2207].

EOK IC (YL 4 YYP C)

o [laruentam ¢ I'KMII, ocnoxxnennoit ®II Ge3 BeipakenHoro ypenuuenus JIII, B ciaydasx
pedpakTepHoil K QapMakoTepanuu CHUMITOMATUKU WIM HEBO3MOXHOCTH HCIOJIb30BaHUS
AHTHAPUTMUYECKUX TMpernaparoB Wik UX HEIDYEKTUBHOCTH PEKOMEHIOBAHO IPOBEICHHE

KaTeTEPHBIX IIPOLELYP

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74, Nel.
P104-132.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. P.558-631

Apaxensn M. I u op. Qubpunrayus u mpenemarnue npedcepouti. Knunuueckue pexomenoayuu 2020 // Poccutickuil

Kapouonoeuueckutl sxcypuan. 2021. T.26. Ne7. C.4594.

Hindricks G. ert al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42, Ne5. P.373-
498].

EOK Ila B (Y 2 VYP B)

KommenTapwuii: usazusnvie memoowl nevenus PII - cm. pasoen 3.2

3.2. Xupyprudeckoe u nHTepBeHUNOHHOe Jeyenne ['KMII

Pexyxuusa MIKII
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[Tpu o6ctpykTuBHOM ['KMII Xupyprudeckuii METO I JICUCHUS SBIISETCS «30J0THIM CTaHIAPTOM.

JIisi ©30TUPOBAHHOM MHODKTOMHHU CPEIHUE IMOKAa3aTelid CMEPTHOCTH COCTaBISIOT MeHee 2%,
3 dekTuBHOCTL — Oonee deM y 90% ManueHToB, 4acToTa OCIOKHEHHH — MeHee 5%.

e Penykius MXKII pekomenayercs mamuenTam ¢ ooctpyktuBHOM ['KMII ¢ cumnromamu XCH
WM C TOBTOPHBIMU OOMOPOKAaMHU, HECMOTPS Ha ONTUMAJIBHYIO0 MEIMKAMEHTO3HYIO TepPaIio

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Hang D. et al. Combined transaortic and transapical approach to septal myectomy in patients with complex
hypertrophic cardiomyopathy // J. Thorac. Cardiovasc. Surg. 2018. Vol. 155, No 5. P. 2096-2102.

bokepuss JIA. u Op. Pesynomamuvl MeOUKAMEHMO3HO20 U XUPYPSUYECKO2O JIeYeHUs 2Uunepmpo@uyeckoll
Kapouomuonamuu ¢ 00CmpyKyueil 6b1600HbIX OMOEN08 18020 U NPABO20 AHcellyOoukos cepoya // I pyonas u cepoeyno-
cocyoucmas xupypeus. 2004. No 2. C. 4-9.

Afanasyev A. V. et al. Single-Centre Experience of Surgical Myectomy for Hypertrophic Obstructive Cardiomyopathy
// Hear. Lung Circ. 2019. Vol. 29, No 6. P. 949-955.

Veselka J. et al. Short- and long-term outcomes of alcohol septal ablation for hypertrophic obstructive cardiomyopathy
in patients with mild left ventricular hypertrophy: a propensity score matching analysis // Eur Hear. J. 2019. Vol. 40,
No 21. P. 1681-1687.

Kawmanoe M.I. u Op. Omamnonosas cemmanvhas abriayus 6 JedeHuu OOCMPYKMUBHOU 2unepmpoguueckou
Kapouomuonamuu: omoop NAYUeHmos U payuoHarbHocms ee npumenenus // Ilamonozua kposoobpawjenus u
kapouoxupypeus. 2017. T. 21. No 1. C. 104-116.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, No25. ¢558-e631].

EOK IB (YJI/1 2 YYP A)

KommenTapuii:  noo oocmpyxmusnou I'KMII paccmampusaromces ciedyrowue 6apuanmol
oocmpykyuu: I'/] ¢ BTJDK (8 nokoe unu makcumanvho npogoyupyemsiii) > 50 mm pm. cm., 8 mom
yucie npu 08yXyposHegol 00CMpPYKyuu (CpeoHexHceny0ouKosas 0OCMpYKYus Ui oocmpyKyus Ha
yposHe xopo); 08yxacenyooukosas oocmpykyus (I/] e BTJDPK 6 nokoe unu maxcumanbHo
npogoyupyemwiii > 50 mm pm. cm; 1 /] 6 BTIDK > 16 mm pm.cm. 6 noxoe). Bazo-eacanbHvie
06MopoKu Yy 601bHO20 cledyem UCKAYUmMy (cm npunodcerue bS).

o Penykumss MXKII Moxker ObITh paccCMOTpeHa B ONBITHBIX LEHTpax Yy MAIMEeHTOB C
obctpyktuBHOit KMII u XCH II ®K npu Hanuuuu JOMONTHUTENBHBIX KIMHUYECKUX (aKTOPOB:
soxenas JII III-IV ©K cszannas ¢ odctpykuueit BTJDK unu MH; pacmmpenue nonoctu JIIT ¢
OJTHUM U O0siee cUMOTOMHBIMU 31u3oAamMu PI1 B anamMHe3e; MOJI0bIe JIFOAU C O4€Hb BRICOKUM [ /]
(> 100 mm pr.ct.) B BTJI)K B nokoe

[Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, No25. e558-e631.

Ommen S.R. et al. Long-term effects of surgical septal myectomy on survival in patients with obstructive hypertrophic

cardiomyopathy // J Am Coll Cardiol. 2005. Ne6. P.70-76.
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Mitra A. et al. Significance of pulmonary hypertension in hypertrophic cardiomyopathy // urr Probl Cardiol. 2020.
Ned5. P 00398. Ong K.C. et al. Pulmonary hypertension is associated with worse survival in hypertrophic
cardiomyopathy // Eur Heart J Cardiovasc Imaging. 2016. Ne7. P. 604—160.

Desai M Y. et al. Exercise echocardiography in asymptomatic HCM: exercise capacity, and not LV outflow tract
gradient predicts long-term outcomes // J Am Coll Cardiol Img. 2014. Ne7. P.26-36.

Nguyen A. et al. Determinants of reverse remodeling of the left atrium after transaortic myectomy // Ann Thorac Surg.
2018. Vol.106. P447—453.

Finocchiaro G. et al. Impact of septal reduction on left atrial size and diastole in hypertrophic cardiomyopathy //
Echocardiography. 2016. Vol.33. P.686—694. Blackshear J.L. et al. Usefulness of von Willebrand factor activity
indexes to predict therapeutic response in hypertrophic cardiomyopathy // Am J Cardiol. 2016. Vol.117. P436—442.

Blackshear J.L. et al. Remission of recurrent gastrointestinal bleeding after septal reduction therapy in patients with
hypertrophic obstructive cardiomyopathy-associated acquired von Willebrand syndrome // J Thromb Haemost. 2015.
Vol. 13. P191-196.

Desai M.Y. et al. Prediction of sudden death risk in obstructive hypertrophic cardiomyopathy: potential for refinement
of current criteria // The Journal of thoracic and cardiovascular surgery. 2018. Vol.156. P.750-759 €3.

McLeod C.J. et al. Surgical septal myectomy decreases the risk for appropriate implantable cardioverter defibrillator
discharge in obstructive hypertrophic cardiomyopathy // Eur Heart J. 2007. Vol.28.P. 2583—-2588.

Nishimura R.A. et al. 2017 AHA/ACC focused update of the 2014 AHA/ACC guideline for the management of patients
with valvular heart disease: a report of the American College of Cardiology/ American Heart Association Task Force
on Clinical Practice Guidelines // Circulation. 2017. Vol.135. el159-1195.

Sorajja P. et al. Outcome of mildly symptomatic or asymptomatic obstructive hypertrophic cardiomyopathy: a long-
term follow-up study // J Am Coll Cardiol. 2009. Vol.54. P.234-241.

Ball W. et al. Long-term survival in patients with resting obstructive hypertrophic cardiomyopathy comparison of
conservative versus invasive treatment // J Am Coll Cardiol. 2011. Vol.58. P.2313-2321.].

EOK IIb B (Y/1 4 YVP B)

Kommenrtapmuii: pedykyus MIKII ocywecmensemca ¢ noMowblo Xupypeuueckol CenmanbHoll
muoskmomuu (CM3) unu smanonosoii cenmanvrou abonayuu (ICA). Onpedensarowum gpaxmopom
ona docmudicenus xopowux pesynomamos CMDO u ICA saensemcs onvim KIUHUKU, KOMOPbILL
odondicer usmepamocs 6onee uem 50 npoyedypamu, 6vinonHsemviMu 6 200, u 6onee uem 20
npoyeoypamu,  BbINOIHAEMbIMU — CEPOEUHO-COCYOUCIBIM — UIU  PEHM2EeH-IHO0BACKYIAPHBIM

Xupypzom

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

bokepusa JILA. u Op. Pe3ynemamovl MeOUKAMEHMO3HO20 U XUPYPSUHUECKO20 JleYeHUsl 2Uunepmpo@uueckorl
Kapouomuonamuu ¢ 06CmpyKyuel 6b1600HbIX OMOEN08 1€6020 U NPABO20 JHcely0ouKos cepoya // I pyonas u cepoeuno-
cocyoucmas xupypeus. 2004. No 2. C. 4-9.

Mestres C.A. et al. Hypertrophic Obstructive Cardiomyopathy: What, When, Why, for Whom? // Eur J Cardiothorac
Surg. 2018. Vol. 53, No 4. P. 700— 707.

Xumpoea M.D. u Op. Memaananus pe3yibmamos Xupypeuueckozo aedenus cunepmpopuueckot oo6CmpyKmugHol
xkapouomuonamuu // Kpeamuenas xapouonoeus. 2017. T. 11. No 4. C. 337-347.

Veselka J. et al. Long-term clinical outcome after alcohol septal ablation for obstructive hypertrophic
cardiomyopathy: Results from the Euro-ASA registry // Eur. Heart J. 2016. Vol. 37, No 19. P. 1517-1523.

Bogachev-Prokophiev A. et al. Mitral Valve Repair or Replacement in Hypertrophic Obstructive Cardiomyopathy: A
Prospective Randomized Study // Interact. Cardiovasc. Thorac. Surg. 2017. Vol. 25, No 3. P. 356-362.
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Bogachev-Prokophiev A. et al. Septal Myectomy With Vs Without Subvalvular Apparatus Intervention in Patients With
Hypertrophic Obstructive Cardiomyopathy: A Prospective Randomized Study // Semin. Thorac. Cardiovasc. Surg.
2019. Vol. 31, No 3. P. 424-431.

Afanasyev A. et al. Myectomy With Mitral Valve Repair Versus Replacement in Adult Patients With Hypertrophic
Obstructive Cardiomyopathy: A Systematic Review and Meta-Analysis // Interact. Cardiovasc. Thorac. Surg. 2019.
Vol. 28, No 3. P. 465—472.

Typwenroe A.B. u Op. [lamunemnuil onvlm UCNONb306aHUS MOBUTUZAYUU CepOYa NPU CENMANbHOU MUOIKMoMUYU //
Kapouonoeus u cepoeuno-cocyoucmas xupypeus. 2018. T. 11. No 4. C. 54-58].

Peoykyus  MJKII Oonoicha  6bINOIHAMbBCA — ONBIMHLIM ~ CHEYUALUCIOM, pADOMAWUM 8
MYTbMUOUCYUNTUHAPHOU KOMaHOe dKxcnepmos 6 nedenuu I KMIT

Toxazanus k pedykyuu MIKII npeocmasnenvt ¢ Ipunosicenuu b 10.

Aneopumm ouaznocmuku u 8paveOHOU MAKmMuKy npu CUHKONAIbHLIX COCIMOSHUAX NPEOCMABIeH 8
Ipunoosicenuu b8S.

Toxazanus k pedykyuu MPKII npedcmasnenst 6 Ilpunoscenuu b 10.

Aneopumm 66160pa Xupypeuiecko20/3H008aCKyIAPHO20 emeuiamenvcmea y nayuenmos ¢ I KMIT
npeocmaener 6 [lpunosxcenue b5.) (cm. makace pexomenoayuu k MPT).

Aneopumm evrioopa memooa pedykyuu MIKII npu I'KMII npedcmaenen 6 Ipunosicenuu b6.
Cpasnenue CMO u 9CA npedcmasneno Ilpunosxcenuu b 11.

o [Tanmentam I'KMII ¢ nokasanusmu k penykunu MOKII u umeromuyM nokasanus uisi Apyrux
XUPYPrUUeCKUX BMEIIATENbCTB (aHOMATUU MAMWIISIPHBIX MBI, YXYALIAIONUE 00CTPYKIIMIO B
BT JDK, anomamuu ctBopok MK, taxenas MH ne SAM-accounnpoBannas, OII,
MHOTOCOCYAMCTOE TIOPaKeHNE KOPOHAPHBIX apTePHil I Apyrue COMyTCTBYIONINE 3a00eBaHuS,
TpeOyolue XUPYPruueckoro JIEYeHHs]) PEKOMEHAYETCS  BBIMOJIHEHHE XUPYPTHYECKON
MHOZKTOMHH B OIBITHBIX IIEHTPAX, KaK Ooyiee mpeanoYTUTeIbHbINA MeTox, yem DCA

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Afanasyev A. V. et al. Single-Centre Experience of Surgical Myectomy for Hypertrophic Obstructive Cardiomyopathy
// Hear. Lung Circ. 2019. Vol. 29, No 6. P. 949-955.

Bogachev-Prokophiev A. et al. Septal Myectomy With Vs Without Subvalvular Apparatus Intervention in Patients With
Hypertrophic Obstructive Cardiomyopathy: A Prospective Randomized Study // Semin. Thorac. Cardiovasc. Surg.
2019. Vol. 31, No 3. P. 424-431.

Afanasyev A. et al. Myectomy With Mitral Valve Repair Versus Replacement in Adult Patients With Hypertrophic
Obstructive Cardiomyopathy: A Systematic Review and Meta-Analysis // Interact. Cardiovasc. Thorac. Surg. 2019.
Vol. 28, No 3. P. 465—472.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, No25. e558-e631].

EOK IB (VU1 2 VYP B)
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Kommenrapmii: «muosxkmomuss no Morrowy» mpancaopmanbHuolM OOCMYNOM YCMpPaHsAem
oocmpykyuio BTJDK, evizéannyio cunepmpoguposannoti MIKII, oonaxo ne ycmpatsem anomanuu
MK, snocawue exnao 6 napacmanuu I/] BT/DK u pazeumue mumpanioHoi Hedocmamo4Hocmu
(SAM-accoyuuposanuoii)

[Morrow A.G. et al. Operative treatment in hypertrophic subaortic stenosis. Techniques, and the results of pre and
postoperative assessments in 83 patients // Circulation. 1975. Vol. 52. P. 88-102].

Messmer B.J. ¢ coasm. ycosepuiencmgosaniu muodxmomuro no Morrow, pacuupus obracmo

pesexyuu eunepmpoguposanno MXKII ¢ anuxarvnom nanpasienuu k ocHoganuio IIM [Messmer
B.J. et al. Hypertrophic obstructive cardiomyopathy // Adv Card Surg.1998. Vol.10. P. 245-270].

Ilpu eviasnenuu 08yxyposnesoti oocmpykyuu (veenruvennwvil 1/] ¢ BTJIVK u na yposne cpeowneu
yacmu nonocmu JDK) muosxkmomus modxcem 6vimsv pacuwupena 0o cepedurvt norocmu JDK u
B0KpY2 OCHOBAHUS NANULIAPHBIX MbIULY, OOHAKO OAHHble O O0J2OCPOYHOM d¢hdexme markozo
nooxo0a 02paHu4eHol.

B cneyuanusupoeannvix yenmpax, umerowjux HaubONbWUL ONbIM NO JIeYeHUI0 NAYUEHMO8 C
I'KMII, ucnonv3yemca mpancanukaivHelii O0OCmMyn, HANpAasieHHvl Ha cHudiceHue 1J] u
VMeHbUleHUe CUMNMOMO8 ) NAYUEHMO8 cO cpedHedxicenyooukosou oocmpykmusrnou ['KMII. B
PeoKux cayuasx npu 08yxyposHegou obcmpykyuu JIK ucnonvzyrom KoMOUHUPOBAHHBIU
MPAHCANUKATILHBLIL+MPAHCAOPMATILHBII OOCHYN UL NPABOHCENTYOOUKOBbIU U MPAHCAOPMATbHBIU
docmynbl.

[bozaues-Ilpokoghpes A.B. u Op. Dppexmuenocmo pacuupenHoi MUOIKMOMUL Y NAYUEHMOE C HCETYOOUKOBOU
obcmpykyueti npu eunepmpoguyeckoti kapouomuonamuu // Kapouonoeus. 2017. T. 57. No 5. C. 38— 43.

Xumposa M.D. u 0p. Knunuueckue ciyuau ycneuwHo2o Xupypeuieckozo ieyeHus 2unepmpopuueckou oOCmpyKmueHou
KapOUOMUONAMUYU C MUMPATLHOU HE0OCMamoyHocmbvio u SAM-cunopomMom, GbINOIHEHHO20 MEMOOOM MUIKIMOMUU

MedHCIHCeny00UKo8oll nepecopooku u3 npagozo icenyoouxa // Broanemens HIJCCX um. A.H. Bbaxynesa PAMH.

Cepoeuno-cocyoucmuie 3abonesanus. 2017. T.18. Ne6. C.609-617.

Sun D. et al. Transapical Septal Myectomy for Hypertrophic Cardiomyopathy With Midventricular Obstruction // Ann
Thorac Surg. 2021. Vol. 111, Ne3. P. 836-844.

Tang Y. et al. Extended myectomy for hypertrophic obstructive cardiomyopathy patients with midventricular
obstruction // Eur J Cardiothorac Surg. 2018. Vol.54, Ne5. P.875-883.

Minami Y. et al. Clinical implications of midventricular obstruction in patients with hypertrophic cardiomyopathy //
J. Am. Coll. Cardiol. 2011. Vol. 57, No 23. P. 2346-2355. ].

Ilpu cpeonexcenyooukosoii oocmpykmusnou I’ KMII, npu omcymcmeuu 8bipaniceHHbix aHOMAanull
MUMPATLHO20 KIANAHA MOJcem Oblmb  GbINOIHEHA MUOIKMOMUSL U3 NPABO20  JHCelyOOUKA
MPAHCBEHMPUKYIAPHOIM ULU MPAHCHPEOCEPOHBIM OOCMYROM. DMOm Xupypeuyeckuii 0ocmyn
uMeem npeuMyuiecmeo neped mpaHcaopmaibHbiM 00CMYNnoOM Y NAYUeHmo8 Moio0020 803pacma
c evipadicennou eunepmpoueri MIKII e6cnedcmeue 6onee Hu3K020 pucka pazeumus

ampuoBeHMpUKYIAPHuLX O10KAO.[Borisov K. V. Right ventricle myectomy // Ann. Cardiothorac. Surg. 2017. Vol.
6, No 4. P. 402—409. Wehman B. et al. Transmitral Septal Myectomy for Hypertrophic Obstructive Cardiomyopathy //
Ann. Thorac. Surg. 2018. Vol. 105, No 4. P. 1102— 1108].
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Ilpu eviaenenuu 08yxacenyooukosou oocmpyxkyuu (yeeruuennsii 1/ ¢ BIJDK> 50 mm pm. cm. u
veenuuennwviii 1] 6 BITDK> 16 mm pm. cm.) modicem npumeHsamvbcsi KOMOUHUPOBAHHBIL OOCMYN.
MPAHCAOPMANLHLIM 00Cmyn u docmyn co cmoponsi TDK.

B cneyuanu3uposanuvix yewmpax, uMerowux HauboIbWull Onblm No JeYeHulo NayueHmos c
T'KMII, npu evisgneHuu 08yXHCeIYOOUKOBOU OOCMPYKYUU, Npu OmMCymcmeuu aHOMAIUll
NOOKJIANAHHBIX CIPYKIMYP MUMPATbHO20 KIANAHA MUOIKMOMUSL MOdicem Obimb ebinoinena us [IDK
MPAHCBEHMPUKYIAPHBIM UTU MPAHCHPEOCePOHBIM OOCHYNOM.

[Boxepus JLA. u Op. Pesynbmamobl MeOUKAMEHMO3HO20 U XUPYPSUUECKO2O JIeUeHUss 2unepmpoguueckoi
Kapouomuonamuu ¢ 06cmpyKyuetl 8bl800HbIX OMOEN08 1e8020 U NPABO20 HCey0ouKos cepoya // I pyouas u cepoeuno-
cocyoucmas xupypeus. 2004. No 2. C. 4-9.

Xumposa M.D. u Op. Memaananus pe3ynomamos Xupypeuieckoeo iedeHus cUunepmpo@uueckoll 06CmpyKmueHoll
kapouomuonamuu // Kpeamuenas xapouonozus. 2017. T. 11. No 4. C. 337-347.

boxepusa JIL.A. l'unepmpoguueckas obcmpykmusnas kapouomuonamus // Aunanvl xupypeuu. 2013. T. 5. C. 5-14.
Takahashi J. et al. Septal Myectomy, Papillary Muscle Resection, and Mitral Valve Replacement for Hypertrophic
Obstructive Cardiomyopathy.: A Case Report // Ann Thorac Cardiovasc Surg. 2008. Vol. 14, No 4. P. 258-262].

Anomanuu cmpyxmyp annapama MK, accoyuuposannvie ¢ I'KMII, dondichbl Obims ycmparneHsl 60
epemsi onepayuu ¢ yenvto chudicenusi /] ¢ BTJDK 6e3 3amenvt MumpaibHo2o Kianaud.

Toxazamenamu 3¢ppexmusnocmu npoyedypwvi muosxmomuu npu IXOKI aersiomces:

1. Konmaxm nepeoneii cmeopxu MK u MKII (SAM-syndrome) omcymcmeyem;

2. Ocmamounwiii 1/] ¢ BTJDK npu nposokayuu oondicen 6bimo He 6onee 20 mm pm. cm.;
3.0mcycmeue 8vipadiceHnot pe3udyaibHoU MUmMpaibHou pecypeumayuu <5%.

THoocenanus nayuenma (nocie noopobHo020 06CYHCOeHUs 8APUAHMO8 TedeHls]) UMelon 3HaAUeHUe
0151 NPUHAMUSL OKOHYAMENbHO20 PEUEHUSL.

Buvibop memooa peoyxkyuu MIKII Oondxcen ocHosvieamvcs Ha mMujamenbHOM 00C1e008aHUU
nayueHma u 00CyHcoeHuy MynbmuOUCYUNIUHAPHOU KOMAHOOU CReYUaiucmos.

e [lanmentram ¢ I'KMII, xoropeim mnokazaHo BbsinonHeHue penykuun MOKII, nepBuunOe
U30JIUpOBaHHOE MpoTe3npoBaHne MK He pekoMmeHayeTcs C LeNbl0 yCTpaHEHUs OOCTPYKLUHU
BTJDK

[Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, No25. e558-e631.].

EOK IIIB (Y1 5 YYP B)

KommenTapuii: Ilpomeszuposanue MK conposoxcoaemcs Xyouwum omoanieHHbiM NpocHO30M 6
cpasneHuu ¢ e2o pexkoHcmpykyueu. Ilpomesuposanue MK 6 Oononnenuu x Muoskmomuu
3HAYUMENbHO NOBbILUACT 20CHUMATILHYIO JIeMANlbHOCHb.

[Holst K.A. et al. Septal myectomy in hypertrophic cardiomyopathy: national outcomes of concomitant mitral surgery.
Mayo Clin Proc // 2019. Vol. 94. P. 66-73.
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Hong J.H. et al. Mitral regurgitation in patients with hypertrophic obstructive cardiomyopathy: implications for
concomitant valve procedures // J Am Coll Cardiol. 2016. Vol. 68. P. 1497-1504. ]

e VYV manueHtoB ¢ ooctpyktuBHo 'KMII u mMakcMManbHON TOJIIMHOM MEXKEITYIOYKOBOM
neperopoakn <17 MM MOXET OBITh PACCMOTPEHO OTKPBITOE KapAHOXHPYPTrUYECKOE
BMEIIATEJIbCTBO Ha MUTPAJIBLHOM KJIAllaHE W €ro IMOJKJIAIIAHHOM armapare C IeJIbI0 yCTpaHEeHUS
ooctpykiuu BTJDK (rutactuka MUTpaIbHOTO KIalaHa, PE3eKIUs BTOPHUYHBIX XOPJ, PE3EKIIHS
MAMWUISIPHBIX MBI ¥ APYTHE)

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Stassano P. et al. Mitral Valve Replacement and Limited Myectomy for Hypertrophic Obstructive Cardiomyopathy: A
25-Year Follow-Up // Texas Hear. Inst. J. 2004. Vol. 31, No 2. P. 137—142.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. e558-e631.

Afanasyev A.V. et al. Edge-to-Edge Repair Versus Secondary Cord Cutting During Septal Myectomy in Patients With
Hypertrophic Obstructive Cardiomyopathy. A Pilot Randomised Study // Heart Lung Circ. 2021. Vol.30. Ne3. P.438-
445].

EOK IIb C (Y[ 4 YYP C)

Kommenrapuii: 6 2015 Ferrazzi P et al. onucan pesynomamvl mMexHUKu «He2ryO0KoOU
MUOIKMOMUYU U  pe3eKyul BMOPUYHBIX XOpo» y nayuenmos ¢ obcmpykmugnou I'KMII u
OMHOCUMENbHO MOHKOU nepe2opooKol. bvina npodemoncmpuposana s¢hghexkmusnocms memooa 6
crudicenuu 1J] 6 BIJDK ¢ 82 + 43 mm pm.cm. 00 9 = 5 mm pm.cm [Ferrazzi P. et al. Transaortic Chordal
Cutting: Mitral Valve Repair for Obstructive Hypertrophic Cardiomyopathy With Mild Septal Hypertrophy // J Am
Coll Cardiol. 2015. Vol.66. Nel5. P.1687-1696]. Dma memoouka Oblia B0CNPOU3BOOUMOU U
80CMPEO0BAHHON U MAKIICE 3ACTYHCEHHO noayuuna pazeumue 6 Poccutickou ®edepayuu

[Afanasyev A.V. et al. Edge-to-Edge Repair Versus Secondary Cord Cutting During Septal Myectomy in Patients With
Hypertrophic Obstructive Cardiomyopathy: A Pilot Randomised Study // Heart Lung Circ. 2021. Vol.30. Ne3. P.438-
445.

Bogachev-Prokophiev A. et al. Septal Myectomy With Vs Without Subvalvular Apparatus Intervention in Patients With
Hypertrophic Obstructive Cardiomyopathy: A Prospective Randomized Stud // Semin Thorac Cardiovasc Surg.
2019.Vol.31. Ne3. P. 424-431.].

Takoce epynnoti  asmopos noo  pykosoocmeom  bocauesa-Ilpokogpvesa AB  6wvino
NPOOEMOHCMPUPOBAHO, YMO OONOIHUMENbHOE K MUOIKMOMUU BMEeUAMeNbCmME0 Ha MUMPATbHOM

Kknanamve 6onee 3gppexmueno nozeonsiem ycmpanumo SAM-accoyuupoeannuyro MP [Bogachev-
Prokophiev A. et al. Septal Myectomy With Vs Without Subvalvular Apparatus Intervention in Patients With
Hypertrophic Obstructive Cardiomyopathy: A Prospective Randomized Stud // Semin Thorac Cardiovasc Surg.
2019.Vol.31. Ne3. P. 424-431.].

Dmoii oce 2pynnoii agmopoe 6vi10 NPoOeMOHCmMpUposano, umo npomesuposanue MK 6 cpaenenuu
¢ pexoncmpykyueu MK conposodcoaemcs Xyouium OmoOaieHHbiM HPOSHO30M U  OONbLUUM

KOIUYECHBOM MPOMOOIMOOIUYECKUX OCN0NHCHEeHUll [Bogachev-Prokophiev A. et al. Mitral valve repair or

replacement in hypertrophic obstructive cardiomyopathy: a prospective randomized study. Interact Cardiovasc
Thorac Surg // 2017. Vol.25. Ne3. P.356-362.].

Veselka J et al. npooemoncmpuposan, umo ICA nayuenmam ¢ MIXKII < 16mm, conpogodcoaemcs
maxotl dce 3pgexmuenocmovio ¢ mouku 3perus peoykyuu [J] BTIDK; 6Oonvwum uuciom
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wwnzzanmauuﬁ NOCNIOAHHbIX 3]1ekmpompduocmwwyﬂﬂmopoe, HO JIyH4UUM NPOSHO30M, HedHCeNU

nayueumol ¢ MOKII > 16mm [Veselka J. et al. Short- and long-term outcomes of alcohol septal ablation for

hypertrophic obstructive cardiomyopathy in patients with mild left ventricular hypertrophy: a propensity score
matching analysis // Eur Heart J. 2019. Vol. 40. Ne21.P.1681-1687].

Takum obpazom, DCA makdce modcem ObIMb PACCMOMPEHA KAK ANbMEPHAMUBHAS ONYUSL Y
NayueHmos ¢ « MOHKOU» nepe2opooKoli.

Cneyughuueckoeo 06e3001u6aHUs  NPU  XUPYPSUUECKUX U UHBAZUGHBIX BMEUAMENbCNEAX
nayuenmam ¢ I'KMII ne mpebyemcsi.

HNuBazuBunie Metonnl Jedenuss PII nanuenros ¢ I'KMII

e V manuenTtoB ¢ obctpykruBHOoil ['KMII, xoTopbiM He mokazana pemykuuss MIXKII u apyroe
BMEIIATENbCTBO HA KJIalmaHaX WIM KOPOHApHBIX apTEepUsiX, MOXKET ObITh pPacCMOTpPEHa
pammoyacrtotHas abmanmu owara DI, ecim @I He MoXker OBITH MPEJOTBpALICHA
anTuaputMudeckod Tepanueif, unu YCC He KOHTpOIUpYeTCsl JEKApCTBEHHBIMU Ipenaparami,
WIM acCOLMUPOBAaHA C HENEPEHOCUMOCTBbIO WM MOOOYHBIMM JIEUCTBUSMHU JIEKAPCTBEHHBIX
IIpenaparoB

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force

for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //

Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Peguwsunu AL u Op. Kiunuueckue pexomenoayuu nO NPOBEOEHUI) 3NEKMPOPUIUOIOSULECKUX UCCTIe008aHUL
KamemepHou abiAyuY u RPUMEHEHUIO UMNJIAHIMUPYEMbIX anmuapummudeckux yempoucms. Mockea, 2017. 701 c.

January C.T. et al. 2019 AHA/ACC/HRS Focused Update of the 2014 AHA/ACC/HRS Guideline for the Management
of Patients With Atrial Fibrillation: A Report of the American College of Cardiology/American Heart Association
Task Force on Clinical Practice Guidelines and the Heart Rhythm Society // J Am Coll Cardiol. 2019. Vol.74. Nel.
P104-132.

Hindricks G. et al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42. Ne5. P. 373-
498.

Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and considerations for
management // J. Atr. Fibrillation. 2018. Vol. 10, No 5. P. 1556].

EOK IIb C (YII/I 5 YYP C)

e VYV nanentoB ¢ oocrpyktuBHoi ['KMII, ocnoxxuénnoif ®I1, pedppakrepHoii k papMakoTepanuu,
PEKOMEHJIyeTCsl paccMoTpeTh omepanuto Maze («JlabupuaTy) 7060 €e MoauduKauo ¢
IPUMEHEHHEM PaJIM0YacTOTHON U KpHO-abaliuy Py BHIOTHEHUH XUPYPTUYECKO MUOIKTOMUU
JUIsSL KOHTPOJISL pUTMa

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. ¢558-¢631].

EOK Ila B (Y1 3 VYP A)
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KommenTapmii: 6 nacmoswuii momenm uem Ooxaszamenbcms, umo npoyedypa «Jlabupunmy y nayuenmos c
obcmpykmusnou I'KMII, nodsepearowjuxcs Xupypeuieckol MUOIKIMOMUU, VIyuuiaem omoaieHHYI0 GblHCUBAEMOCb
[Boll G. et al. Efficacy of Combined Cox-Maze IV and Ventricular Septal Myectomy for Treatment of Atrial Fibrillation
in Patients With Obstructive Hypertrophic Cardiomyopathy // Am J Cardiol. 2020. Vol.125. Nel. P.120-126.].

Tem ne menee, OAHHOE BMEUAMENLCMEO MONCEM COCOBCMBEO6AMb OIUMENbHOMY COXPAHEHUIO CUHYCO8020 PUMMA Y
amot kozopmul bonvHbIX [Bogachev-Prokophiev A.V. et al. Concomitant ablation for atrial fibrillation during septal
myectomy in patients with hypertrophic obstructive cardiomyopathy // J Thorac Cardiovasc Surg. 2018. Vol.155. Ne4.
P.1536-1542.¢2].

Ecnu onepayus ((ﬂa6upuHm» noxKasaHa, mo 6blNOJIHAMbCA OHA 00JIJICHA KAK conymcemeyrouidas, nocie KOHCUuiuyma
Myﬂbmuaucuunﬂunapnoﬁvkwwam)bl, XUpypcom, umerowum onsvim 6blnoJIHeHUs n0006HO20 eMeuamenbCmad.

B yenmpax, ucnonv3yrowux onepayuio «Jlabupunmy (moougurayus Il u IV), ommeuarom, umo y
nayuenmos ¢ I'KMII smo dononnumenvrHoe emeuiamenbcmeo npu Xupypeuieckou MuodIKmomMuu
sa67151emcst 6e30NACHbIM U IPHeKmusHvIM.

Xupypeuueckoe neuenue @II y nayuenmos ¢ I'KMII menee ycnewno, vem 6e3 I'KMII.

Ilpeouxmopamu nesppexmuenocmu nevenus DI npu 'KMII aensomces: 6bipasxiceHHOCmb
eunepmpoghuu u ouacmonuyeckou oucghynkyuu JDK, ounamayus npedcepoutl, OnumenbHOCmb U
mun DI1.

Hanuuue conymemsyroweti opeanuieckoti namono2uu, bl00p mMemooa u cxema Xupypeudeckou
U3ONAYUY, A MAKHCEe ONbIM XUpPYpea ONpeoelsion YCHeuwHOCMb HPOYeoypbl XUpYpeUuecKo2o
neuenus @Iy nayuenmos ¢ I'KMII.

Ilpu xamemepnou abnayuu nayuenmam c¢ I'KMII u DIl yawe mpebyiomeca nposedenue
HOBMOPHBIX NPOYEOVP.

Pemooenuposanue npedcepout, sasucumoe om I'KMII, moocem nosuusme Ha ucxoo, oaxce eciu
npoyeoypa usHa4aIbHO YCNeuwHda.

PexomeHganmu MO0  NPAaKTHYeCKUM  acmeKTaM  HMMIUIAHTAIIMM  KapauoBepTepa-
nepudpuIsiTOpa™**

Anroput™m nepsuyHoi 1 BTopuyHoi npodunaktik BCC y nanmentos ¢ ['KMII npencrasnen B
tabnuue [Tpunoxenue b7.

[Mkana onenku pucka BCC y mammentoB ¢ 'KMII (eBpomeiickas Monenb) MpeicTaBlieHa B
tabmure [12, mpunoxenne ['2.

[Mkana ouenku pucka BCC y mamuentoB ¢ I'KMII (amepukaHnckas Monesb) MpeicTaBieHa B
tabmute [13, mpunoxenne ['2.

AMepuKkaHCKass Mojenb Mo3BoisieT oueHuBarth puck BCC y manueHTOB ¢ HHU3KHUM/CPEIHUM
PHUCKOM.

Hanuuue pacnpoctpanenHoro ¢uodposa, ouennBaemoro no ITHI' mpu MPT (>15%) saBnsercs
npenukropoMm pucka BCC npu 'KMII. DToT nokaszarenb He BXOAMT B €BPOMEHUCKYIO MOJIENb
cTparu(uKaluy prUcKa, OHAKO, €CIH y manueHTa Hu3kuid unu cpeaanii puck BCC (<6%), a npu



4846
4847

4848
4849

4850
4851

4852
4853
4854
4855
4856

4857
4858
4859

4860
4861
4862
4863

4864
4865
4866

4867
4868
4869

4870
4871

4872
4873

4874
4875

4876
4877

4878
4879

4880

4881
4882

4883
4884
4885

4886
4887
4888

MPT mnomanps ¢ubposa >15% — 3T0 sBIsIETCS AOMOJHUTENIBHBIM apryMEHTOM B MOJB3Y
uMIutanTanuu MKJ[***

[Desai M.Y.,, Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No
6. P 1617-1618.

Prinz C. et al. Myocardial Fibrosis Severity on Cardiac Magnetic Resonance Imaging Predicts Sustained Arrhythmic
Events in Hypertrophic Cardiomyopathy // Can. J. Cardiol. 2013. Vol. 29, No 3. P. 358-363].

[lIxaner He npumeHuMbl K nanueHntam ['KMII nmocie CMD3 3a cder TOro, 4ro yCTpaHSIOTCS
KJIFOYEBble mapamerpbl pacuera, Takue kak [/ B BTJDK, Tommmna MIKII, npoucxomut
pemoaenupoBanue JIK u T.11. Tem He MeHee, TpeOyeTcst qanbHeias onenka puckos BCC nocre
XUPYPIUUECKOIO JIEYEHUs C LENbI0 onpeneneHns nokasanui k MK/,

Monenr HCM Risk-SCD Moker OBITh HCIHOJB30BaHA i MPOTHO3UPOBAHUS BHE3AIMHOMN

CEepICYHON CMEPTH y ManueHToB, nepeHeciux DCA [Liebregts M. et al. Validation of the HCM Risk-SCD

model in patients with hypertrophic cardiomyopathy following alcohol septal ablation // Europace. 2018. Vol. 20, No
FI2. P. 198-203].

e V¥ naruenToB ¢ ooctpyktuBHOil ' KMII, nepenecuux ocranoBky cepaua mno npuuune KT nmu
OX, win npyu HaJTMYUK SMU3040B ClIOHTaHHOHN ycToiunBor JKT, mpuBoasmiel K morepe CO3HaHUs
WIM HapylIEHUsSM TeMOAMHAMUKH, IPH OXKUIAEMOM MPOJOJIKUTEIBHOCTH XU3HM >1 rona
pexomeHayetcst umrianTanus MK JI***

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.

Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No 6.
P 1617-1618. Marrakchi S. et al. Risk stratification in hypertrophic cardiomyopathy // Herz. 2020. Vol. 45, No 1. P.
50—64.

Goff Z.D., Calkins H. Sudden death related cardiomyopathies - Hypertrophic cardiomyopathy // Prog. Cardiovasc.
Dis. 2019. Vol. 62, No 3. P. 212-216.

boxepus JI.A., Bepcenesa M.H., Manenxos J].A. Apummozenuvie 0CLONCHEHUS 2UNEPMPOPUUECKOU KAPOUOMUONAMUU
// Aunaner apummonozuu. 2010. T. 7. No 3. C. 62—69.

Muresan L. et al. Recommendations for the use of electrophysiological study: Update 2018 // Hell. J. Cardiol. 2019.
Vol. 60, No 2. P. 82—100.

Sherrid M. V., Massera D. Risk Stratification and Hypertrophic Cardiomyopathy Subtypes // J. Am. Coll. Cardiol.
2019. Vol. 74, No 19. P. 2346— 2349.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126.].

EOK IB (VI 5 VYP C)

Kommenrapmii: ona eepugpuxayuu apummuu 6 OmoOenvHblX CAYYAAX MONMCEN BbINOTHAMbCS
UHBA3UBHOE DNIEKMPOPU3UOTIO2UYECKOe UCCTe008aHUe.

e V nanueHToB ¢ oOcTpyktuBHOM ['KMII nsatuneTHuif’ puck BHE3aHOW CMEPTH HEOOXOIUMO
OLIEHUBATh NP NEPBOHAYAIHLHOM 00CIIEI0BAaHUM MAllMEHTa, a TaKke Kaxable 1-3 rona uiam npu
U3MEHEHUH KIMHUYECKOTIO CcTaryca

[Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The task force
for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of Cardiology (ESC) //
Eur. Heart J. 2014. Vol. 35, No 39. P. 2733-2779.
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Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No 6.
P 1617-1618.

O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, No 30. P. 2010-2020.

Liebregts M. et al. Validation of the HCM Risk-SCD model in patients with hypertrophic cardiomyopathy following
alcohol septal ablation // Europace. 2018. Vol. 20, No FI2. P. 198-203.

Vriesendorp PA. et al. Validation of the 2014 European Society of Cardiology Guidelines Risk Prediction Model for
the Primary Prevention of Sudden Cardiac Death in Hypertrophic Cardiomyopathy // Circ. Arrhythmia Electrophysiol.
2015. Vol. 8, No 4. P. 829-835.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126.].

EOK IC (Y 4 YYP C)

o Nmmnantanuio UKJ[*** pexomennyercs paccmorpets y narmentoB ' KMII ¢ npeanonaraembim
5-JIETHUM PUCKOM BHE3AMHON cMepTH > 6% U 03kraaeMOil MPOJ0JKUTEIIBHOCTRIO )KU3HU > 1 rona
Moclie MoAPOOHOTO KIMHUYECKOTO 00CIIEIOBAHUS C OLIEHKOM pHUCKa MOCIEAYIOIINX OCI0KHEHHMA
u BausHusS UK/[*** Ha oOpa3 u3HU, COLUMATBHO-I)KOHOMHUYECKHU CTAaTyC U MCUXOJIOTHYECKOe
310pOBbE

[Desai M.Y.,, Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No
6. P 1617-1618.

O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, No 30. P. 2010-2020.

Spirito P. et al. Risk of sudden death and outcome in patients with hypertrophic cardiomyopathy with benign
presentation and without risk factors // Am. J. Cardiol. 2014. Vol. 113, No 9. P. 1550—1555.

Liebregts M. et al. Validation of the HCM Risk-SCD model in patients with hypertrophic cardiomyopathy following
alcohol septal ablation // Europace. 2018. Vol. 20, No FI2. P. 198-203.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126.].

EOK Ila B (YL 3 YYP A)

o Ummnantamuo UKJ[*** ¢ wnenpto mepBuuHoit mnpodmiaktuku BCC  pexomenmyetcs
paccmotrpetrs npu oOctpyktuBHOM ['KMII mamuentam B Bo3pacte 16 ner u crapuie ¢
IPOMEXYTOUYHBIM S-1eTHUM puckoM BCC (>4 — <6%) u:

(a) 3nauntensubM [THI mpu MPT (06s14H0 >15% Maccer JIK); nnmn

(b) ®B JIXK <50%; nim

(c) anomanbHOM peakiueit AJl Bo Bpems Tecta ¢ (pu3nUecKoil Harpy3Koil; uiu
(r) areBpu3smoit Bepxymku JOK; ninun

(e) HammuMeM capKOMEpPHOM MaToreHHoN MyTtanuu 4-5 kimacca

[Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No
6. P 1617-1618. O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic
cardiomyopathy (HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, No 30. P. 2010-2020.
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O’Hanlon R. et al. Prognostic significance of myocardial fibrosis in hypertrophic cardiomyopathy // J. Am. Coll.
Cardiol. 2010. Vol. 56, No 11. P. 867-874.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126.].

EOK Ila B (YUl 4 YYP C)

o Vimmmantanus UKI*** ¢ nenpro nepeuunon npodrtaktuku BCC MoxeT ObITh paccMOTpeHa
npu ooctpykruBHOM ['KMII marmumentam B Bo3zpacte 16 jneT u crapiie ¢ mpeamnojaracMbiM S-

netauM puckoM BCC >4 — <6% 0e3 nomnonHUTeIbHBIX (PAKTOPOB pUCKA. [Zeppenfeld K. et al. 2022

ESC Guidelines for the management of patients with ventricular arrhythmias and the prevention of sudden cardiac
death // European Heart Journal. 2022. Vol. 43. Ne4(. P.3997-4126.].

EOK IIb B (VI 4 VYP C)

o Mmmnanranusa UK/*** ¢ nenpio nepBu4HO MpoUIakTHKH MOXKET OBITH PacCMOTPEHA IpU
ob0ctpyktuBHoi ' KMII nanmentam B Bo3pacte 16 jieT U crapiie ¢ HU3KUM pacueTHbIM S-JIETHUM
puckom BCC (<4%) u

a) 3HaunTenbHbIM TporieHToM [THI mpu MPT (>15% maccst JIXK); unu
(b) ®B JIXK <50%; niu

(¢) JDK anukanbHOW aHEBPU3MOW [Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients

with ventricular arrhythmias and the prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43.
MNe40. P3997-4126.].

EOK IIb B (Y1 4 YYP C)

e KarepHas aOnmamus B ONBITHBIX IIEHTPAaX MOXET OBITH pacCMOTPEHa OTAEIBHBIM THIATEIHHO
0ToOpaHHBIM NanueHTam ¢ oocTpykruBHoi ['KMII u peruanBupyrommmMu, CHMOTOMAaTHYECKUMU
ycTOMYMBBIMU MOHOMOpGHBIMU napokcuzmamu JKT unu gacteiMu cpabatsiBanusimu UKJ*** B
CBI3U C YyCTOWYMBBIMM MOHOMOpQHbIMH napokcu3mamu KT, npu HedhhekTuBHOCTH

AHTUAPUTMHUYCCKHUX IIPEIIApaTOB, UX HCTICPCHOCHUMOCTHU WJIN HAJIMYHUU K HUM HpOTHBOHOKSBB.HPIfI

[Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126].

EOKIIb C (YA 4 YYP C)
Pexomenaanuu no MMILUIAHTALMHA BCIIOMOIaTeIbHbBIX JI€BOXKEIY104YKOBbIX YCTPOHCTB

e V mnekoropeix namueHtoB I'KMII ¢ tepmunanbhoil cragueil XCH, xoropelie sBIsOTCS
KaHU1aTaMu JJIsl TPAHCIUIaHTAllMK CepJilia, MOXKET ObITh pacCCMOTPEHA UMIUIAHTALIUS YCTPOICTB
MeXaHU4YeCKON MOJIePKKU KpOBOOOpaIlleH!sI Ha MEpUOJ] HAXOXKICHHUS B JIUCTE OKUIAAHUS

[Tower-Rader A. et al. A Comprehensive Review of Stress Testing in Hypertrophic Cardiomyopathy: Assessment of
Functional Capacity, Identification of Prognostic Indicators, and Detection of Coronary Artery Disease // J. Am. Soc.
Echocardiogr. 2017. Vol. 30, No 9. P. 829-844.

Kato T'S. et al. Cardiac transplantation in patients with hypertrophic cardiomyopathy // Am. J. Cardiol. 2012. Vol.
110, No 4. P. 568-574.

Benvckux JI.B. u Op. Tpancnianmayus cepoya u mexanuueckasi noo0epicka Kposoobpawenus. Hayuonanvhuvle
KauHuveckue pexkomenoayuu. 2016. 115 c.

Topilsky Y. et al. Left ventricular assist device therapy in patients with restrictive and hypertrophic cardiomyopathy //
Circ. Hear. Fail. 2011. Vol. 4, No 3. P. 266-275.].
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EOK IIb C (YL 4 YVP C)

KommenTapmii: ¢ muposoii npakmuxe 50% onepayuii no nepecadke cepoya 8bINOIHAIOMCS HA
Gone  npeowecmsyrowen  UMAIAHMAYUU — YCIPOUCME  MEXAHUYEeCKOU  NO00epIICcKU
Kpogooopawenus [Kato T.S. et al. Cardiac transplantation in patients with hypertrophic cardiomyopathy // Am. J.
Cardiol. 2012. Vol. 110, No 4. P. 568-574.]. Ho onvim ucnonv306anus ycmpoucme 6Cnomo2amenbHo20
Kkpogooopawenusi vy nayuenmog ¢ I'KMII oepanuuen. B ooHom u3 cucmemamuueckux o630pos
ObIIO  YCMAHOBNEHO, YMO UCHOAb308AHUE NOO00OHBLIX cucmem Y nayuenmos c¢ [ KMII
CONpoB0AHCOANIOCh OONLUUUM PUCKOM NEPUONEPAYUOHHOU U KPAMKOCPOUHOU JIemalbHOCHU,
NPABoIICeNy00UKOBOU HEOOCMAmMOYHOCMY, UHGeKYull, Kposomeuenutl, UHCYIbmd, HOYeUHOU
He0oCmamo4HOCMU U ApUMMUU 8 CPABHEHUU C NAYUESHMAMU ¢ OUNAMAYUOHHOU U ULLEeMUYEeCKOU
Kapouomuonamueil [Sreenivasan J. et al. Left Ventricular Assist Device Implantation in Hypertrophic and
Restrictive Cardiomyopathy: A Systematic Review // ASAIO J. 2021. Vol.67. Ne3. P.239-244.]. Tem ne memnee,
HeKomopble pempoCneKmusHvle UCCLe008aHUS NPOOEMOHCMPUPOBATU OMCYMCMBUe PA3HUYbL 8

ucxooax mexncoy smumu xoeopmamu [Patel S.R. et al. Outcomes of restrictive and hypertrophic
cardiomyopathies after LVAD: an INTERMACS analysis // J Card Fail. 2017. Vol.23. P. 859-67.

Yagi N. et al. Implantation of ventricular assist devices in hypertrophic cardiomyopathy with left ventricular systolic
dysfunction // ESC Heart Fail. 2021. Vol. 8. Ne6. P. 5513-5522.]. Ilayuenmwvr ¢ I'KMII mpaouyuonro
cyumanucos He npueodﬂbmu o umniarmayuu ycmpoﬁcme ecnomozamenlibHoco Kp06006pa1/l4€H1/lﬂ
U3-3a MaJIOU NOAOCMU JIe6020 cheﬂydoqml u OmMHOCUMENbHO COXpClHHOIZ @pakuuu 6bl6p06‘a.
Heckonbko ceputli  ciyyaed npoOemMoOHCmMpUposanu, 4Ymo UCNOIb308AHUE YCMPOUCME C
HenpepPsbI6HbIM  NONOKOM conpogoofcdaemc“ﬂ npuemijiemovimu  pesyibmamamu, ocobenno y

nayueHmos ¢ 60IbWUMU pasmepam NoA0CMuU 16020 diceny0ouxa (>46-50 mm) [Grupper A. et al.

Role of ventricular assist therapy for patients with heart failure and restrictive physiology: improving outcomes for a
lethal disease // J Heart Lung Transplant. 2015. Vol.34. P. 1042—1049.

Patel S.R. et al. Outcomes of restrictive and hypertrophic cardiomyopathies after LVAD: an INTERMACS analysis //
J Card Fail. 2017. Vol. 23. P. 859-867.].

Tpancmiiantanus cepaua y nauuentos ¢ F'KMIT

e V mamuentoB ¢ I'KMII, umeromux ®BIDK <50% u cummoromer XCH II-1V ®OK, nmm
HEYCTPAaHUMBbIE KETYIOYKOBbIE apUTMUHU, HECMOTPS Ha ONTHUMAJIbHYIO TEPAIHI0, PEKOMEH1yeTCs
pPaccMOTPETh OPTOTONMHMYECKYIO TPAHCIIAHTALIUIO CEp/a TPU HAIMYMHU MTOKA3aHUI U OTCYTCTBUE
MIPOTUBOIIOKA3aHUM JJIS €€ BBITTOJIHCHUS

[Harris K.M. et al. Prevalence, clinical profile, and significance of left ventricular remodeling in the end-stage phase
of hypertrophic cardiomyopathy // Circulation. 2006. Vol. 114, No 3. P. 216-225.

Coutu M. et al. Cardiac transplantation for hypertrophic cardiomyopathy: a valid therapeutic option. // J. Heart Lung
Transplant. 2004. Vol. 23, No 4. P. 413-417.

Kato T.S. et al. Cardiac transplantation in patients with hypertrophic cardiomyopathy // Am. J. Cardiol. 2012. Vol.
110, No 4. P. 568-574.

Maron M.S. et al. Survival after cardiac transplantation in patients with hypertrophic cardiomyopathy // Circ. Hear.
Fail 2010. Vol. 3, No 5. P. 574-579.

Torres M.F., Perez-Villa F. Heart transplantation in patients with hypertrophic cardiomyopathy // Glob. Cardiol. Sci.
Pract. 2018. Vol. 2018, No 3. P. 32.

Benvcxux JILB. u Op. Tpancnianmayusi cepoya u Mexamuyeckdas noooepoicka kposoobpauwjenus. Hayuonanvuvie
KauHuveckue pekomenoayuu. 2016. 115 c.
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Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. e558-e631.

McDonagh TA. et al. 2021 ESC guidelines for the diagnosis and treatment of acute and chronic heart failure:
developed by the task force for the diagnosis and treatment of acute and chronic heart failure of the European society
of cardiology (ESC) with the special contribution of the heart failure association (HFA) of the ESC // Eur Heart J.
2021. Vol. 42. P3599-3726.

Heidenreich PA. et al. 2022 AHA/ACC/HFSA Guideline for the Management of Heart Failure: Executive Summary:
A Report of the American College of Cardiology/American Heart Association Joint Committee on Clinical Practice
Guidelines. Circulation // 2022. Vol.145. Nel8. P.876-894.].

EOK Ila B (YL 4 YYP C)

Kommenrapwuii: npu 3-4 cmaouu ['KMII no Olivotto npucoedunsromcsi 0OnoIHumenbHvle
mopghogynxyuonanvuvie  henomunwvt coenacto karaccugpuxayuu MOGE(s):ounamayuonmwiil
¢enomun (0T’ KMII); ounamayuonnas cmaous I'KMIT (IT'KMII + JKMII) unu pecmpuxmusHulii

¢enomun (I'KMII ¢ pecmpuxmuenvim ghenomunom) [Arbustini E. et al. The MOGE(S) classification for a

phenotype-genotype nomenclature of cardiomyopathy: Endorsed by the world heart federation // J. Am. Coll. Cardiol.
2013. Vol. 62, No 22. P. 2046-2072].

Tpancnnanmayus cepoya modxcem ObIMb HCUSHEHHO 8adiCHOU cmpamezuetl ievenus npu I KMII ¢
KOHEYHOU cmaouu 3a601e6anusl.

Inoxoti” kpamxocpouHvli npoecHo3 y nayuenmos ¢ ounamayuonHou cmaoueu ['KMII
npeononazaem yenecooopasHocms 0onee paHHe20 pPaAcCMOMPEHUs. aA2PecCUBHbIX Memooo8
Jle4eHUsl, NOCKOIbKY «OKHO 803MOJNCHOCMELLY MOdicen Oblmb HeOONbUUM, 0COOEHHO Y NAYUeHMO08
C ceMelnbiM aHamHe3om pazsumus ounamayuonno cmaouu ' KMII.

Passumue ounamayusa JDK y 6onvneix I'KMII cnedyem eepuguyuposamv na ocHOBaHUU
ounamuxu  pasmepos JDK. Masxce «nopmanvuwviey» pasmepvr  JDK  moeym  oznauame
«ounamayuounyro cmaouro» npu yeeamuvenuu KJ/[P/K/JO JDK (npu ycroeuu KoppeKmuozo
usMepeHus).

Tlocmmpancnaanmayuonnas evidcueaemocms y nayuenmos ¢ I'KMII cxoona ¢ makosoi npu

MPAHCHAAHMayuy cepoya eciedcmeue Opyeux npuuur [Maron M.S. et al. Survival afier cardiac
transplantation in patients with hypertrophic cardiomyopathy // Circ. Hear. Fail. 2010. Vol. 3, No 5. P. 574-579.

Torres M.F., Perez-Villa F. Heart transplantation in patients with hypertrophic cardiomyopathy // Glob. Cardiol. Sci.
Pract. 2018. Vol. 2018, No 3. P. 32.

Fbenvckux JI.B. u Op. Tpauncnaanmayusa cepoya u mexanuueckas noooepicka Kposoobpawenus. Hayuonanvhoie
KIuHuyeckue pexomenoayuu. 2016. 115 c.].

e V maruentoB I'KMII ¢ ®B JIDK > 50% u cumnromamu XCH III-IV @K, Br3BaHHOI
JTUACTOIMYECKOW TUCHYHKIINEH, Pe3UCTEHTHON K JICKAPCTBEHHOW TEPaINK MPH BBICOKOM PHCKE
HeOnmaronpusTHoro ucxoaa peaykiuu MK unu koppekiiuy KiarnanHOW MaToIoTUd, MOXKET ObITh
paccMOTpeHa OpTOTONMYECKass TPAHCIUIAHTAIIUS Cepla MPU HAIMYUU MOKa3aHUW U OTCYTCTBUH
MIPOTHUBOIIOKA3aHUM AJIs €€ BBIITOJIHEHUS

[Harris K.M. et al. Prevalence, clinical profile, and significance of left ventricular remodeling in the end-stage phase
of hypertrophic cardiomyopathy // Circulation. 2006. Vol. 114, No 3. P. 216-225.

Coutu M. et al. Cardiac transplantation for hypertrophic cardiomyopathy: a valid therapeutic option. // J. Heart Lung
Transplant. 2004. Vol. 23, No 4. P. 413—417.
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Kato T'S. et al. Cardiac transplantation in patients with hypertrophic cardiomyopathy // Am. J. Cardiol. 2012. Vol.
110, No 4. P. 568-574.

Maron M.S. et al. Survival after cardiac transplantation in patients with hypertrophic cardiomyopathy // Circ. Hear.
Fail. 2010. Vol. 3, No 5. P. 574-579.

Torres M.F., Perez-Villa F. Heart transplantation in patients with hypertrophic cardiomyopathy // Glob. Cardiol. Sci.
Pract. 2018. Vol. 2018, No 3. P, 32.

benvcxux JI.B. u Op. Tpancnianmayust cepoya u mMexamuyeckas nooodepoicka kposoobpawenus. Hayuonanvuvle
KauHuYeckue pexomenoayuu. 2016. 115 c.

Ommen S.R. et al. 2020 AHA/ACC Guideline for the Diagnosis and Treatment of Patients With Hypertrophic
Cardiomyopathy: A Report of the American College of Cardiology/American Heart Association Joint Committee on
Clinical Practice Guidelines // Circulation. 2020. Vol. 142, Ne25. e558-e631.

McDonagh TA. et al. 2021 ESC guidelines for the diagnosis and treatment of acute and chronic heart failure:
developed by the task force for the diagnosis and treatment of acute and chronic heart failure of the European society
of cardiology (ESC) with the special contribution of the heart failure association (HFA) of the ESC // Eur Heart J.
2021. Vol. 42. P.3599-3726.

Heidenreich PA. et al. 2022 AHA/ACC/HFSA Guideline for the Management of Heart Failure: Executive Summary:
A Report of the American College of Cardiology/American Heart Association Joint Committee on Clinical Practice
Guidelines. Circulation // 2022. Vol.145. Nel8. P.876-894.].

EOK IIb C (Y[ 4 YYP C)

Kommenrapuii: msocerass XCH ¢ coxpanennou @B JDK mooicem nabniooamvcs npu I'KMII ¢
pecmpukmueHom gernomunom coenacto kiaccugpuxayuu MOGE(s).

Hmoczoswlit” anzopumm spauedbHou makmuku 6 sagucumocmu om cmaouu ' KMII u eapuanma
KIUHUYecKo2o mederus npeocmasier 6 Ilpunosxcenuu b9.

TakTnka Begenns 6epemennoctu npu 'KMII

o IIpu Oepemennoctu mnauumeHtkaM c¢ ['KMII crparudukanuio MaTepuUHCKOTO pHCKa
PEKOMEHZIOBAaHO  MPOBOAMTH, HCIONB3YSd  MOAU(PHUUIMPOBaHHYK Kiaccupukamuio BO3

MaTepUHCKUX CEPJIEYHO-COCYAUCTBIX OcliokHeHuil [14, 31, 33,99, 115, 199, 321].

[Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Cmprok PU., bBynun FO.A., Iypvesa B.M., Hpmioca O.b., Kokos JI.C., Konomayrasa O.E., Mouceesa O.M., Mpassan
C.P.,, Yecnurosa A.U., Yynxos B.C. [Juacnocmuka u iewenue cepOeuHo-cocyoucmnlx 3a001e6anuii npu bepemesHocmu
2018. HaYyUoHaIbHLLE pexomenoayuu. Poccuitickuii KapouonocuiecKutl JICypHA. 2018;(3):91-

134. https://doi.org/10.15829/1560-4071-2018-3-91-134].

EOK IC (YAA5YYPC)
KommeHnTapuii: 6 udeane oyenka pucka 001x#CHA NPOBOOUMbCsL 00 3a4amusl.

Bbepemennsie ¢ 'KMII cormacHo MoanduimpoBHaHOH KiIacCu(UKAIMM MaTEPUHCKUX CEpEUHO-
COCYAMCTBIX ocyokHeHHH Kinaccudumpyrorcs Bo Il - Il @K BO3, ogHako cornacHO 1aHHOM

KJ'IaCCI/I(bHKaIII/II/I MAalIMMCHTKU HEC pasAaciIAOTCAd B 3aBUCHUMOCTH OT HAJIWYUA WU OTCYTCTBUA


https://doi.org/10.15829/1560-4071-2018-3-91-134
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oocrpykiiuu BTJDK, 4dro sBisieTcss CyIIECTBEHHBIM HEIOCTATKOM JaHHOW KilaccU(PUKaIUu.
CumnTomHble manueHTku ¢ o0cTpykTHBHON opmoit KMII u '/l 6onee 100mmprer B BTJDK
MOTYT OBITh COOTHECEHBI 10 TEeMOJUHAMHUKE W BO3MOXKHBIM OCJIOXKHEHUSM BO BpEMS
OepeMEHHOCTH U POJOB C MAIMEHTKAMH C TSDKEJIbIM CHMIITOMHBIM AOpTaJbHBIM CTEHO30M,
otHocsimumess Kk IV kmaccy @K BO3 um TpeOyromue oOnepaTuBHOTO JICYCHUS OCHOBHOTO
3a0oseBaHus nepeq mianupoBanuemM oepemeHHocT. CornacHo npukasy Ne736 ot 03.12.2007r:
runeprpoduyeckas KapAHOMHUOIATHS C BBIPAKEHHOW OOCTPYKIIMEH BBIBOAHOTO TPaKTa JIEBOTO,
MPaBoro Wik OOOMX MKENyAO4YKOB M Trureprpoduueckas KapAuoMHUonatusi 0e3 oO0CTpyKUuu
BBIBOJHOIO TPAKTa JIEBOTO JKETYI0UKa CO CIOKHBIMU HAPYHICHUSMU CEPJIEYHOT0 PUTMA SIBIISIFOTCS

MOKA3aHUSMU K IIPEPHIBAHUI0 OEPEMEHHOCTH Ha JF0OOM CpOKe OEpeMEHHOCTH.

o [larmuentkam ¢ 'KMII ¢ I'/] 6omee SOmm pr.cT. u TKMII 6e3 o6ctpykimu BTJIXK co crnoxubiMu
HapYUIEHUSMH CEPACYHOTO pPHUTMA PEKOMEHIYETCS TMPOBEACHUE MYJIBTUIUCIIUIUIMHAPHOTO
KOHCHJIMYMa O BO3MOXHOCTH IUIAaHUPOBAHUS OCPEMEHHOCTH W/WIM  TIPOJIOHTHPOBAHHS

OepeMEeHHOCTH [IIpuxaz M3 om 3 dexabps 2007 2. n 736 06 ymeepoicoenuu nepeurs MeOUyUHCKUXx nokazanuti s

UCKycCemeenH020 npepvleanust bepemennocmu (6 ped. Ilpuxasza Munzopascoypaszeumusi PO om 27.12.2011 N 1661#].

EOK ner PKO IC (YA S YYP C)

e OcmMmotp nanuenTok ¢ ['KMII ¢ o0cTpykTuBHO# (popMOit UK CIIOKHBIMU HAPYIIEHUSIMU PUTMA
cep/ua Bo BpeMsi OepeMEeHHOCTH PEKOMEHIyeTCs TPOBOAUTH HE MeHee 1 paza B MecsI] BpauoM-
TEparneBTOM W/ BpauOM-KapAHOJIOTOM, /17 CBOEBPEMEHHOTO BBISIBJICHHS OCIIOKHEHU N TeUeHUs

OEpPEeMEHHOCTH CO CTOPOHBI CEPJICIHO-COCYAUCTOI CUCTEMBI.

[Regitz-Zagrosek V, Blomstrom Lundgvist C, Borghi C, Cifkova R, Ferreira R, Foidart JM, Gibbs JS, Gohlke-Baerwolf
C, Gorenek B, lung B, Kirby M, Maas AH, Morais J, Nihoyannopoulos P, Pieper PG, Presbitero P, Roos-Hesselink
JW, Schaufelberger M, Seeland U, Torracca L. ESC guidelines on the management of cardiovascular diseases during
pregnancy. Eur Heart J 2011,;32:3147-3197.

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Cmprox PU., Bynun FO.A., I[ypvesa B.M., Upmioca O.b., Kokos JI.C., Konomayxasa O.E., Mouceesa O.M., Mpassn
C.P, Yecnukosa A.H1., Yynxos B.C. [Juacnocmuka u neyernue cepoeyHo-cocyoucmulx 3a00neeanuii npu bepemenHocmu
2018. nayuonanvhuvle pekomenoayuu. Poccutickuii kapouonozsuyeckutl socypuan. 2018;(3):91-134. ].

EOK ner PKO IC (YL 5 YYP C)

e Ocwmotp narmuentok ¢ ['KMII 6e3 ob6ctpykunn BTIDK u 6e3 crnoxHbIX HapylIeHUH pUTMa
cep/la Bo BpeMs OepeMEHHOCTH PEKOMEH/TyeTCsI TPOBOIUTH HE MeHee 1 pa3a B 2 MecsiIa BpadoM-
TEPaNeBTOM H/HJITH BPa4OM-KapIHOIOTOM, JUIS CBOEBPEMEHHOTO BBISIBIICHHSI OCIIOKHEHUH TCUCHUS

OEpPEMEHHOCTH CO CTOPOHBI CEPJICIHO-COCYAUCTOM CUCTEMBI.

[Regitz-Zagrosek V, Blomstrom Lundqvist C, Borghi C, Cifkova R, Ferreira R, Foidart JM, Gibbs JS, Gohlke-Baerwolf
C, Gorenek B, lung B, Kirby M, Maas AH, Morais J, Nihoyannopoulos P, Pieper PG, Presbitero P, Roos-Hesselink
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JW, Schaufelberger M, Seeland U, Torracca L. ESC guidelines on the management of cardiovascular diseases during
pregnancy. Eur Heart J 2011;32:3147-3197.

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241. ].

EOK ner PKO IC (YL 5 YYP C)

KOMMeHTapI/II/I: 60 6pem: ocmompa obazamenvHa OYEHKA NOABIEHUA HOBbLX CUMNMOMOSB, OYEHKA

YCC, oyenka s¢hghexmuernocmu nposooUMOo mepanuu 8 ciyiae ee Haauyusl.

e V narnmenTok ¢ ' KMII Tepanuio 6eTa-aapeHo0I0KaTOpOM PEKOMEHI0BAHO TTPOAOIKUTh, €CIIH
OHM IPUHUMAJIH UX 10 OepemenHoctu [14, 31, 33, 67, 115, 199, 345].
EOK IIC (Y44 3 YYP B)

[Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ve 34. P. 3165-3241.

Cmprox P.U., Bynun IO.A., I'ypvesa B.M., Hpmiwoea O.b., Koxos JI.C., Konomaykasa O.E., Mouceesa O.M., Mpasan
C.P., UYecnuxosa A.M., Yymkoe B.C. [uacnocmuxa u Jjedenue cepoeuHO-cOCYOUCMbIX 3a001e8aHUll Npu
bepemennocmu  2018. nayuonanvuvie pexomenoayuu. Poccutickuti kapouonoeuueckuti scypuan. 2018,(3):91-
134. https://doi.org/10.15829/1560-4071-2018-3-91-134 ].

e Tepamnuro 6era-aapeHo0I0KATOPOM pEKOMEHI0BaHO HadaTh OepeMeHHoi xenmuHe ¢ [ KMIT n
cumntomamu obctpykuuu BTJDK unu Hapymenusmu putma cepaua [14, 31, 33, 67, 115, 199,
345].

EOKIla C (YA 1VYYPCO)

[Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Cmprox PU., Bynun FO.A., I[ypvesa B.M., Upmioca O.b., Kokos JI.C., Konomayxasa O.E., Mouceesa O.M., Mpassn
C.P, Yecnukosa A.H1., Yynxos B.C. [Juacnocmuka u neyenue cepoeyHo-cocyoucmulx 3a00neeanuli npu bepemenHocmu

2018. HayuoHaIbHbLE pexomenoayuu. Poccutickuii KapouonocuyecKutl JHCYPHAL. 2018,(3):91-
134. hitps://doi.org/10.15829/1560-4071-2018-3-91-134 ].

(] HpI/I TCparnu 6eTa-aI[peHO6J'IOKaTOpOM PEKOMCHAOBAHO KOHTPOJIIMPOBATH COCTOSIHHUEC U TCMII
pocra mnoza [14, 31, 33, 67,99, 115, 154, 199, 321, 345].
EOK IC (Y 5 YYP C)

e [Ipu HemepeHocuMocTH OeTa-afpeHOOIOKaTOPOB y OepemenHol >xeHIHBI ¢ [KMII n
cumnTomamu o0ctpykunu BTJDK unu HapylieHusMu putMma cep/ia npernaparoM BTOPOH JTMHUH
PEKOMEHIYETCSI pACCMOTPETh BO3MOKHOCTh Ha3HauUEHUs Beparnamuia™*

[Elliott PM, Anastasakis A, Borger MA, Borggrefe M, Cecchi F, Charron P, Hagege AA, Lafont A, Limongelli G,
Mahrholdt H, McKenna WJ, Mogensen J, Nihoyannopoulos P, Nistri S, Pieper PG, Pieske B, Rapezzi C, Rutten FH,

Tillmanns C, Watkins H. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy. Eur
Heart J 2014,35:2733-2779.

Pieper PG, Walker F. Pregnancy in women with hypertrophic cardiomyopathy. Neth Heart J 2013;21:14-18.

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.
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5199

5200
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5205
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5207
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Cmpiox PU., Bynun FO.A., I'vpvesa B.M., Upmrwea O.5., Kokxos JI.C., Konomayxasa O.E., Mouceesa O.M., Mpassn
C.P, Yecnuxosa A.H., Yynkos B.C. [Juacnocmuxa u ewenue cepoeuHo-cocyoucmulx 3a001e6anuil npu bepemeHHocmu

2018. HayuoHanbHvLE pexomenoayuu. Poccutickuii KapouonocuyecKutl JHCYPHAL. 2018;(3):91-
134. https://doi.org/10.15829/1560-4071-2018-3-91-134].

EOK ner PKO IC (VI 5 VYP C)

e bepemennbiM ¢ I'KMII npu paszsutun DIl pekoMeHIOBAaHO PacCMOTPETh BO3MOMXKHOCTH
MIPOBEJICHUSI KapIMOBEPCUU C ONITUMAJIbHOM 3amuTo# ot oOmyuenus [14, 31, 33, 393].

EOK Ila C (VII 4 VYP C)

[Kirchhof P, Benussi S, Kotecha D, Ahlsson A, Atar D, Casadei B, Castella M, Diener HC, Heidbuchel H, Hendriks
J, Hindricks G, Manolis AS, Oldgren J, Popescu BA, Schotten U, Van Putte B, Vardas P, ESC Scientific Document
Group. 2016 ESC Guidelines for the management of atrial fibrillation developed in collaboration with EACTS. Eur
Heart J 2016,37:2893—2962.

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Cmprok PU., bynun FO.A., Iypvesa B.M., Hpmiozea O.b., Kokos JI.C., Konomaykas O.E., Mouceesa O.M., Mpasgsn
C.P, Yecnuxosa A.HU., Yynkos B.C. [Juacnocmuka u nedyenue cepoeyHo-cocyoucmulx 3a601e8anutl npu bepemeHHocmu
2018. HayuoHaIbHble pekomenoayuu. Poccutickuii Kapouonoeuyeckuu JHCYPHAI. 2018;(3):91-
134. https://doi.org/10.15829/1560-4071-2018-3-91-134

Hindricks G. et al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42. Ne5. P. 373-
498

Lee MS, Chen W, Zhang Z, Duan L, Ng A, Spencer HT, Kwan DM, Shen AY. Atrial fibrillation and atrial flutter in
pregnant women-a population-based study. J Am Heart Assoc 2016,5:e003182. ].

e bepemenHbiM ¢ 'KMII u @Il ans npodunakTuku TpoMOOIMOOIUYECUKX OCIOKHEHUN

PEKOMEH/I0BaHa aHTUKOArylsiHTHas Tepanus. [14, 31, 33, 67, 115, 323, 345].

[Hindricks G. et al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42. Ne5. P. 373-
498.

Lee MS, Chen W, Zhang Z, Duan L, Ng A, Spencer HT, Kwan DM, Shen AY. Atrial fibrillation and atrial flutter in
pregnant women-a population-based study. J Am Heart Assoc 2016;5:e003182.].

EOK IC (Y 5 YYP C)

KommenTapum: pexomenoyemvie pescumvl anmuxoazyisiumuou mepanuu npu T'KMII 'y
bepemennvix ¢ @I u onachocmu, cesazanuvie ¢ mepanuei sappapurnom™**, npedcmasienvl 8
mabnuye 21 (Tabnuya 4/ A3). Beibop npenapara — remapuH™** (HU3KOMOJEKY/ISPHBINA 2 pasza B
JICHb C JTO3MPOBKOM pacYMTaHHOH Mo Becy) wiH BapdapuH** — BO3MOXKEH cO 2 TpHUMecTpa
O6epmenHoctu A0 36-37 Henenwu, ¢ moaaepkanueM 1emnesoro MHO 2-3).

[Hindricks G. et al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42. Ne5. P. 373-
498].
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e Hasnauenue paburaTpaHa STekcuiaTa** wnam puBapokcabaHa™*, mnm anumkcabana*™* He

PEKOMEHIyeTCSI BO BpeMsi OEpEeMEHHOCTH

[Hindricks G. et al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42. Ne5. P. 373-
498].

EOK IIIC (YA 5YYPC)
e PexoMeH/I0BaHO pacCMOTPETh BO3MOXKHOCTD Tepanuu BapdapunoMm™* mpu OII y 6epemMeHHbIX

co 2 TpuMecTpa W ¢ 00s3aTeNbHON 3aMEHOW Ha HMU3KOMOJICKYJISIPHBIN renapu ¢ 36-37 Hexenu

oepemennoctu [14, 31, 33, 67, 115, 155, 323].

[Hindricks G. et al. 2020 ESC Guidelines for the diagnosis and management of atrial fibrillation developed in
collaboration with the European Association for Cardio-Thoracic Surgery (EACTS): The Task Force for the diagnosis
and management of atrial fibrillation of the European Society of Cardiology (ESC) Developed with the special
contribution of the European Heart Rhythm Association (EHRA) of the ESC // Eur Heart J. 2021. Vol.42. Ne5. P. 373-
498

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Cmprox PU., bynun FO.A., Iypvesa B.M., Hpmioza O.b., Kokos JI.C., Konomaykasa O.E., Mouceesa O.M., Mpasan
C.P, Yecnuxosa A.HU., Yynkos B.C. [Juacnocmuka u nedyenue cepoeyHo-cocyoucmulx 3a601e8anuil npu bepemeHHocmu
2018. Hayuonanvhvle pexomendayuu. Poccutickutl kapouonoeuveckuil scypuan. 2018;(3):91-134.

Lee MS, Chen W, Zhang Z, Duan L, Ng A, Spencer HT, Kwan DM, Shen AY. Atrial fibrillation and atrial flutter in
pregnant women-a population-based study. J Am Heart Assoc 2016,5:e003182.].

EOK IB (Y1 5 YYP C)

e bepemennsiM ¢ I'KMII Ge3 tsxenoit oOctpykuuu, B ciaydae npuemMa OAK c 3ameHoi
BapQaprHa™™* Ha HU3KOMOJEKYNISIpHBINA renapul nepen ponamu (MHO menee 1,5) u 6e3 Tsxkenoit
XCH pexkoMeH0BaHO POJOPA3pEIIECHUE YEPE3 €CTECTBEHHBIE pojoBbIe myTH [ 14, 31, 33, 67, 115,
154, 323].

[Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Lee MS, Chen W, Zhang Z, Duan L, Ng A, Spencer HT, Kwan DM, Shen AY. Atrial fibrillation and atrial flutter in
pregnant women-a population-based study. J Am Heart Assoc 2016,5:e003182.].

EOK IC (Y1 5 YYP C)

KommenTapuii: gpauebnas makmuxa 6edeHus OepeMeHHOCmu U  pooopaspelieHus

npeocmasnena 6 maoauye 19 (Ilpunoscenue b12).

Buvibop meouyunckoco yupexcoenus 015 6edenus OepemMeHHbLX U po0opaspeulenuuss npeocmasieH 6

Tabnuye 20 (Ilpunoscenue B13).
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Oepanuuenusi 8 8blOOpPe Memo008 OUACHOCMUKU Y DepeMenHbX npedcmasienvl 6 Tabnuye 22

(Tabauya 12, Ipunoxcenue I'l).
Ilpu sedenuu bepemennocmu u poo0o8 uHmepecvl Mamepu OOINCHbL OOMUHUPOBAND.

bonvwuncmeo  orcenwun ¢ meocnoscnennou I'KMII ommuocames no moouguyupo8anHol
knaccugpuxayuu BO3 mamepuncrkoeo pucka x knaccy I (BO3 II). Hacme cumnmomHwvix
nayuenmox omuocumcs k BO3 IIl; oxHu 0ondcubl HAOAOO0AMbCA 68 CHeYUATUSUPOBAHHBIX
yupesicoenusix (cm. maobn.). Kenwunor ¢ I'KMII, ocnoxcnennou XCH u oucghynxyuei JDK
(Ounamayuonnas cmaous Uiy NPUCOeOUHeHUe pPecMpUKMUBHO20 (HeHOmuna), OMHOCAMCA K
knaccy 1V mamepunckoeo pucka, u um bepemeHHOCmMb npomugonokasaua. llpu ewvipasicennoti
cumnmomuou oocmpyxkyuu BTIDK (maxoice omnocames k knaccy 1V BO3) bepemennocms modcem

CMams 803MONACHOL NOCe npedsapumenvHou koppexkyuu oocmpykyuu BTIDK.

Tepanuto 6bema-adperobnoxamopom (memonponon™*, pesepeuviii — ouconponon™*) bepemennvim
¢ I'KMII neobxooumo ocyuecmenamo noo koumponem YCC u AJl, m.k. upeamepHoe CHudiCeHue
AJl moorcem npusecmu K YMEHbUIEHUIO MAMOYHO-NIAYEHMAPHO20 KPOBOMOKA U 3A0epiHcKe

8HYmMpuympobro2co pazsumus niooa [14, 31, 33].

Koumpayenyus y scenwyun ¢ beccumnmomuou unu marocumnmomuoun I KMII ne umeem kaxux-

U600 0cobenHocmell no CPABHEHUI0 CO 300POBLIMIUL.

Ecnu I'KMII ocnoxcnunace XCH u @II, mo cnedyem ¢ 0CmMOpPOICHOCMbIO UCNONb308AMD
nepopanbHvle KOHMPayenmuebl U3-3a pUcKa mpomooIMOoaUll, 603MONACHO UX UCHONL308AHUE NPU

adexsamuou anmuxoazynsinmuou mepanuu [14, 31, 33, 154, 323].

o Ummnanramuio UK*** mns npodunaktuku BCC y xeHmmH ¢ BbicokuM puckoM BCC

PEKOMCHAYCTCA BBIMMOJIHATE NCPEI INIAHUPOBAHUEM 6epeM€HHOCTI/I

[Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No
6. P 1617-1618.

O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, No 30. P. 2010-2020.

Spirito P. et al. Risk of sudden death and outcome in patients with hypertrophic cardiomyopathy with benign
presentation and without risk factors // Am. J. Cardiol. 2014. Vol. 113, No 9. P. 1550—-1555.

Liebregts M. et al. Validation of the HCM Risk-SCD model in patients with hypertrophic cardiomyopathy following
alcohol septal ablation // Europace. 2018. Vol. 20, No FI2. P. 198-203.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126.

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.
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Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126].

e Pexomenmyercs orieHuBaTh HeoOxonumocth Mmmmanrarun UKJ[*** mnsa npodunakruku BCC
BO BpeMsi OEpEMEHHOCTH T10 TOM K€ IIKaJe, YTO U JUIsl He OepeMEHHBIX JKEHIIUH,

[Desai M.Y.,, Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No
6. P 1617-1618.

O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, No 30. P. 2010-2020.

Spirito P. et al. Risk of sudden death and outcome in patients with hypertrophic cardiomyopathy with benign
presentation and without risk factors // Am. J. Cardiol. 2014. Vol. 113, No 9. P. 1550—1555.

Liebregts M. et al. Validation of the HCM Risk-SCD model in patients with hypertrophic cardiomyopathy following
alcohol septal ablation // Europace. 2018. Vol. 20, No FI2. P. 198-203.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne40. P.3997-4126.

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Miyoshi T, Kamiya CA, Katsuragi S, Ueda H, Kobayashi Y, Horiuchi C, Yamanaka K, Neki R, Yoshimatsu J, Ikeda T,
Yamada Y, Okamura H, Noda T, Shimizu W. Safety and efficacy of implantable cardioverter-defibrillator during
pregnancy and after delivery. Circ J 2013;77:1166-1170. ].

EOK ner PKO Ila B (YAJ13 YYP A)

e PekoMmeHyeTcs pacCMOTpPETh BO3MOXKHOCTh uMIutanTanuu MKJI*** Bo BpeMs OepeMeHHOCTH
npu BbIcOKUX puckax BCC ¢ yuyeroM ONnTHUMalbHBIX CPOKOB OEPEMEHHOCTH IOCHE 8 HEJEINb C
ONTUMAJILHOM 3allIUTON OT OOITy4EeHHUS

[Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy // Aging (Albany. NY). 2019. Vol. 11, No
6. P 1617-1618.

O’Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD) // Eur Hear. J. 2014. Vol. 35, No 30. P. 2010-2020.

Spirito P. et al. Risk of sudden death and outcome in patients with hypertrophic cardiomyopathy with benign
presentation and without risk factors // Am. J. Cardiol. 2014. Vol. 113, No 9. P. 1550-1555.

Liebregts M. et al. Validation of the HCM Risk-SCD model in patients with hypertrophic cardiomyopathy following
alcohol septal ablation // Europace. 2018. Vol. 20, No FI2. P. 198-203.

Zeppenfeld K. et al. 2022 ESC Guidelines for the management of patients with ventricular arrhythmias and the
prevention of sudden cardiac death // European Heart Journal. 2022. Vol. 43. Ne4(. P.3997-4126.

Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during pregnancy //
Eur. Heart J. 2018. Vol. 39, Ne 34. P. 3165-3241.

Miyoshi T, Kamiya CA, Katsuragi S, Ueda H, Kobayashi Y, Horiuchi C, Yamanaka K, Neki R, Yoshimatsu J, Ikeda T,
Yamada Y, Okamura H, Noda T, Shimizu W. Safety and efficacy of implantable cardioverter-defibrillator during
pregnancy and after delivery. Circ J 2013;77:1166—1170. ].

EOK ner PKO I1a B (YI/I 3 VYP A)
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4. MeauunHcKas peaduauTanus, MeIUINHCKHE NOKA3aHUA |

NPOTHUBONOKA3AHNS K MPUMEHEHHUI0 METOI0B PeaduIuTANNU

CrienpalbHBIX peKoMeHaanuii 1o peadbunurtanuu namueHToB ¢ ['KMIT  He
cymiectByer. llociie XHUpPypruueckoro WM JHAOBACKYJISIDHOTO BMeEIIATEIbCTBA
narueHTaMm ¢ ' KMII nipoBoasTCcs Takue ke peabMIMTallHOHHBIE MEPOIPHUSATHS, KakK
U [OangUueHTaM C  ApYyrod  CeplIeYHO-COCYAMCTOM MNaTOJIOTHE, NEPEeHECIIUM

XUPYPIrudeCKHUC UIHN SHAOBACKYJIAPHBICBMCIIATCIIHCTBA.

5. HpO(l)l/IJIaKTI/IKa U IUCIIAHCEPHOE Haﬁ.monenne, MEAUMIHNHCKHEC IIOKaA3aHUA

U IPOTHBOINOKA3aHNSA K IPMMEHEHHI0 METOI0B NPOPHIAKTHKHA

IMpodpunaktuxkn 'KMII kak 3aboneBaHusT HE CYyIIECTBYET.

I[MpodunmakTuaeckue wmepornpusitusi y mnanumeHtoB ¢ [KMII 3akmrogaroTcst B
Npo(HUITAKTUKE OCHOBHBIX OCJIOKHEHHU 3a00JIeBaHHsI, KOTOPBIC IPEACTABICHBI B

taomuue [13, [punoxxenue I'3.

OOmue pekoMeHAamuu 10 oOpa3y >xu3HM mnanueHty ¢ [KMII npencraBieHsl B

IIpunoxenuu B.
Jucnancepnoe nabnwoenue nayuenmos ¢ I'KMII

I[Manmumenter ¢ 'KMII HyXparoTcss B TOXXU3HEHHOM HaOJIIOCHUHN JUISBBISIBJICHUS

W3MEHEHNUH B CUMIITOMAaTUKE U ITPEAYyNPEKACHUSA OCITOKHEHUM.

Ha nauanpHOM 3Tane MeIMKaMEeHTO3HOI'O JISUEHUS IJIaHOBBIE IIOBTOPHBIE BU3UTHI K
Bpauy >KeJlaTeJIbHO NPOBOAUTH uepe3 6, 9, 12 mecsueB (IpUHEOOXOAUMOCTH Yallle)
TS OIIEHKU TEPEHOCUMOCTH, I(PHEKTUBHOCTH U O€30MACHOCTH JICUCHHS, a TAKXKE
KOHTpPOJISI  BBINOJIHEHUS  BpadeOHbIX pexkoMmeHpauuil. Ilpu  HemocraTrouyHOM
3PPEeKTUBHOCTH U IUIOXOM NEPEHOCHMOCTH IMPOBOAUMOIO MEIUKAaMEHTO3HOIO
JISYECHUsI PEKOMEHJIOBaHa 3aMeHa MCIIOJIb3yEMOI'0 JIEKapCTBEHHOI'O IIperapara c

IMOCJICAYIOIIIUM KOHTPOJIEM ITPOBOAUMOTO JICUCHUA.

e Bcem marmmentam ¢ 'KMII, BkiIrodasi HOCHUTENEW MAaTOJOTHUYECKUX MyTalul 6e3
(peHOTHIIMUECKUX TPOSIBIICHUI OOJIE3HU U MAIIUEHTOB C O€CCHMIITOMHBIM TECUYCHUEM

3360J’ICB3HI/IH, PEKOMECHAOBAHO AUHAMHYCCKOC Ha6J'IIOJIeHI/Ie, B XO0A€ KOTOpOoro



5362
5363
5364

5365
5366
5367
5368

5369
5370

5371
5372
5373
5374
5375

5376
5377
5378
5379

5380
5381
5382
5383

5384
5385
5386

5387
5388

5389
5390
5391

5392
5393

5394
5395

5396
5397
5398
5399
5400

OLICHUBAETCS XapaKTep U BBIPAKEHHOCTh KIUHHUYECKUX, MOPGOIOTHYECKUX U

reMOJIMHAMHYECKHUX HapYyUICHUN M OIpeessieTcs JjieueOHas crparerus [3, 4, 116,
145, 146, 332, 356, 358].

EOK IB (VI 5 YYP C)

® YV KIIMHUYECKH CTAOMJIbHBIX IMAIIMEHTOB peKOMEHAYIOTCs TMOoBTOpHBIE TT-DXOKI
kaxapie 1-2 rona [3, 4, 116, 145, 146, 178, 184, 200, 216, 356, 332, 358, 435].

EOK IC (Y5 YVYP C)

Koncencyc 3xcnepros EACVI 2015

e J[loBropHbie OXOKI'-uccinenoBanusi pexkomMeHayrorcss mnauueHtam c¢ ['KMII c

U3MCHCHUAMMU B KIMHUYCCKOM CTATYyCC WJIM IMOABJICHHUCM HOBBLIX CEPACUYHO-COCYAUCTHIX

nposisiiennit [3, 4, 116, 145, 146, 178, 184, 200, 356, 332, 358, 435].

EOK IB (Y15 VYP C)

e 48-yacoBoe XMDKI pexomenayercss Kaxnaele 12-24 wmecsna KIMHUYECKH
CTaOWJILHBIM TIAIIMCHTaM, KaxJble 6—12 — mMecsneB mNanueHTaM C CHHYCOBBIM

purtmMoM u pasmepom JIII >45 MM wmiayM npu HOOSBIEHUHW HOBBIX KaJloO Ha

cepaueouenus [3, 4, 112,181, 184, 314, 421].
EOKIC (YAA5YYPCO)

e PekoMeHZI0BaHO pacCMOTPETh BO3MOXKHOCTH MPOBEACHUS Harpy304HOIO
TECTUPOBAHUS KaKable 2—3 rojia JJisl KIIMHUYECKHA CTaOMIIBHBIX TTAITMEHTOB UKAXKIBIN

roj — MOpH IporpeccupoBanuu cumnromos [3, 4, 209, 216, 269].

EOK IIbC (Y1 5, YYP C)

e PekoMEHI0OBAHO PaCCMOTPETh BOBMOKHOCTB ITPOBCIACHUA MPT cepaAna KakAabIC 5
JICT OJIA KIMHHUYCCKHU CTaOMIIBbHBIX IMalImMCHTOB N KaXXJbIC 2-3 rojga — ImanmucHTaM C

nporpeccupoBanueM 3abosieBanus [4, 216, 237].

EOKIIbC (YAA5YYPC)
Koncencyc 3xcnepro EACVI 2015
e Ilomnoe oO6GcnemoBanue, Bikmrodawlnee ODKIT m TT-DXOKIT u XMDKIT,

pekoMeHayeTrcsi B TeueHue 1-3 mecsineB U 6—12 mMecsleB IOcCiIe€ HOPOBEJIACHUS
penykiu MXKIT [4].
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EOK (YL 5 YYP C)

KomMmenTapuii: neomvemnemou yacmolo Meponpusamuii npu JaedyeHuu U OUHAMUYECKOM
Haomooenuu 3a nayuenmamu ¢ I'KMII dondicHo 6vimb nosvluierue ux 0opazosamenvHoco yposus. Eciu
oadxce epau paspabomaem ONMUMATLHYIO NPOSPAMMY JedeHUus Osl KAHCO020 KOHKPEMHO20
nayueHma, nposecmu ee 6 JHCU3Hb 0y0em 8ecoMd CNONCHO NPU HATUYUU HUBKOU MOMUBAYUU K
nedenuro. Bce npumensiemvle memoovl neueHus u NpOQGUIAKMUKU OONNCHbI OblMb 00CYHCOEHbl U
coenacoeanvl ¢ nayuenmom. Ilpu ewibope pedcuma HasHayeHus npenapama HeoOX0OUMO
yuumuleams 06pa3z dHcuzHu nayuenma. Bce pexomenOayuu,0asaemvle nayueHmy, O0IHCHbL OblMb

ACHbIMU, YEMKUMU U COOMBEMCmMaE08antb €20 UHMENIEKNYAIbHOMY YPOBHIO.

s HeKomopuiX nayueHmos, KOMOPbIM YCMHBIX PEKOMEHOAyull HeOOCMAmoyHo, —cledyem
paccmompenms  603MONCHOCMb  NPOOYOIUPOBAMb  UX 6 NUCbMEHHOM 6ude 0 obecneyeHus
OCO3HAHHO20 YYACMUsL NAYUEeHmMAa 6 Je4eOHO- NpPopuIaGKMUYeckom npoyecce U NOBbIUICHUS

appexmusnocmu nevenus [3, 4].

JonoanuTebHasi HHGopMAaLHsi, BJUSIOIAs HA HCXO0/ 3a00/1eBaHUsI/CHHAPOMA

Jpyrumu BaxkHbIMU LiessiMu nipy jgedennu ['KMII saBisirores:
- KOPpEeKLMsI BCE€X  MNOTEHUMAIbHO MOAUPUIHUPYEMBIX (PAKTOPOB pHUCKA

(KkypeHue, IUCIUIUAEMUS, TUTIEPTIUKEMUS, O)KUPEHHUE);

- JICHCHHUEC COIIYTCTBYIOIIMUX 3a00JIECBaHUI B COOTBETCTBHE C HallMOHaJIbHBIMH

knuHndeckumu pekomeHnauusmu (MbC, AT, CJ1, XBIT).
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6. Oprasuzanusi MeIMIMHCKOM MOMOIIIH

e [lanueHTaM ¢ HEOUEBUAHBIM AUATHO30M, TSXKEIBIMU CUMITOMAMHU UJIM HOBBIILIEHHBIM PUCKOM
CBSI3aHHBIX C 3a00J€BaHUEM OCJIOKHEHUM pEKOMEHIyeTcsl OOciel0OBaHHe U JIEUEHHE Y
CHEUAINCTOB MYJIBTHINCHUIUIMHAPHONW KOMaHbl, SkcnepToB B BeaeHun ' KMII [31, 33, 84].

EOK IIbC (YYP C, Y1 5)

e Hes3aBucuMO OT BBIPRXKEHHOCTH CHUMIITOMOB PEKOMEHAYETCSl PEryiasipHoe oO0clieZjloBaHUE
MAalUEHTOB U, P BO3MOXKHOCTHU, POACTBEHHUKOB MEpBO cTenenu poacTsa [31, 33, 94, 125, 127,
128, 161, 222, 232, 246, 327, 358, 373].

EOK IC (YA 4 VYP C)

e PexomenioBaHo Bo Beex ciydasx ['KMII knuHunrcraM miaHupoBaTrh 00Cae10BaHUE U JIEUEHHE
NAlUEHTOB B IEHTpaX C MYJIbTUAUCHUIIIMHAPHON KOMAaHJOW CHEIHAIUCTOB, C OIBITOM
JTMAarHOCTUKHU U JIeueHUs 3a0oaeBannii Muokapaa [31, 33, 84].

EOK IIaC (YL 5 YYP C)

IToxa3aHusl K IJIAHOBOM rOCIUTAJIN3AUI

- YTouHeHue IMPHUYNHBI I'JIK mescHOTO TeHe3a u H606XOI[I/IMOCTB B CIICHHUAJIBHBIX MCTOJaX

uccienoBanus (uckiaouenue ¢penoxonuit 'KMII).

- Hcnonp30BaHHe AUArHOCTUYECKHUX nmpoueayp, NpoBEACHUC KOTOPBIX HEBO3MOKHO HJIHU

HGHCHGCOO6pa3HO B YCJIOBUSAX MOJIMKIIMHUKH.

- TpyaHocTn B mon0ope MEIWKaMEHTO3HOM Tepamuu JUisi KOPPEKIUU CHUHAPOMOB (M3-3a

coueranus narojoruit [KMIT/OI'KMII + AT, TKMII + CJI 2 tuna, CHHAPOM CTEHOKAPAUH).

- Ha3nauenue Oera-aapeHOOI0KATOPOB, Bepamamimia™*: ux KOMOMHAIIUM PEKOMEHIYETCS
HAUMHATh B YCJIOBUSX CTallMOHapa C MallbIX 7103, MPOBOAMTH TUTPOBAHUE JI0 MAKCHMAIBHO

MNEPCHOCUMBIX HO3 IMOA KOHTPOJIEM CaMOYYBCTBUA U OKT.

- PedpakreprHocTh k TpOBOAMMON B TMOMHOM O0beMe (apMakoTepanuu W HAIMYNE

nmokasanu k CM3, 3CA, OKC.

IMoka3zaHus K IKCTPEHHON T OCIIUTAJIU3ALUM
- ITporpeccus XCH, TpeOyrorias MHTEHCUBHOW Tepanuu.
- OTex Jerkux.

- WNHcynet.
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- OnacHble Ui KU3HU HApyILICHUS CEpACYHOTO PUTMa U TMPOBOAMMOCTH, TpeOyroliue
VHTEHCUBHOW TEpANUu.

- CHHKOIAJIbHBIE COCTOSHUS.

- OKC.

- [IpenotrBpamennas BCC.

IToka3anus K BBIIHCKE NAIUEHTA U3 cranguoHapa

- [Ipu miaHoBoOM rocnuranu3anvu TMoka3aHueMm K Bbinucke namueHta ¢ 'KMII saBisiercs
yAy4dIIeHHe KIMHUYECKOM CHMIOTOMaTHKH Ha (GOHE TPOBOAMMON  (apMaKOTEpaIHH,
ummiantauun - UKJ*#* DKC***/[IJOKC***, sHnoBacKynsspHOro/XUpypruueckoro —Jie4eHus

(CMD, OCA)

- IIpn 5KCTpeHHOM rocnuTaau3aluy IOKa3aHueM K Belnmucke nanuenta ¢ ['KMII
SIBIISIETCS KOPPEKLUS HApYIICHUH PUTMa M IIPOBOJIMMOCTH, B TOM YHUCIIe (aTallbHBIX, OTCYTCTBUE

OCJIOKHEHUH TPEOYIOIINX, MHTCHCUBHOM Tepanuu u ctadmim3anus XCH.

- Hopmanuzanus ToKazareyneun (tieneBbie YPOBHU AJl,
JIMKeMHUH, JUOUI0orpamMmbl) TipH, cootBeTcTBeHHO AL, CII tun 1 wnu tun 2, AMCIUNUIEMUH,
€CIU YXYAIICHHE B TEYCHHE AITHX 3a00JEBaHUN SIBUIOCH OCHOBAaHHEM JUIsl TUJIAHOBOW WIIM

SKCTpeHHOH rocnuTtanu3anuu nanueHToB ¢ ' KMII B coueTannu ¢ KOMOPOUIHOM I1aTOJIOTHEH

- [Ipu cunapoMe CcTeHOKapauu Noka3zaHueMm i Bbinucku nanueHta ¢ ['KMII aBnsercs
JIOCTIDKEHUE crabunu3anuu coctossaust mnamueHta ¢ ['KMIIHa Qone dpapmakorepanuu,

SHI0BACKYIsIpHOTO / Xupyprudeckoro euenus (AKII)

- VYcranoBnenne guarHoza (Qenoxornuit  ['KMII, Bbimucka/mepeBon manuMeHTa B
CHEUAIN3UPOBAaHHBIE OTACIEHUS JJIs 3TUONATOTEHETHYECKOro JIeYeHUs (Hampumep, B
reMaToJiorudyeckoe oTneneHue npu AL-amunongo3e ¢ HM30JMPOBAaHHBIM/ MPEUMYIIECTBEHHBIM

MOPaKEHUEM Cepla)

HHbIe OPraHu3alMOHHbIC TEXHOJIOIUU

[lenecooOpa3Ho co3aaHne TEPPUTOPUATLHBIX PErUCTpoB manueHToB ¢ ['KMITL.

[Tpu ananuze pabotsl JIIIY ¢ mamuentamu ¢ ['KMII nenecooOpa3Ho OIEHMBATH CIEIyIOLIUE

IIOKa3arcJin:

- cootHouienne ['KMII u ¢enoxonuit ['KMII, stronorunueckuit cnextp (eHoxonuit
['KMIT;
- COOTHOIIEHHE OOCTPYKTUBHBIX U HEOOCTpYKTUBHBIX (hopm ['KMII;

- COOTHOIIICHNE CEMEHHEIX U CIIOpaIUYICCKUX CIIydacB 3360J'I€BaHI/I$I;
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- 4acTOTy rocnuranusauuii B cBa3u ¢ nporpeccupoanueM XCH, ®@II, OKC, ciyuan
BCC;
- norpebHocts B OJKI, DXOKI, MPT, KT, xoponaporpadguu st BBIIOJTHEHHS
pEeKOMEHJALUHI 110 AMHAMHUYECKOMY HaOJIOIEHUIO U 00CiIe0BaHHUIO IPOOaHAa U POIICTBEHHUKOB
NalMEeHTOB EPBOM JIMHUU POJCTBA;
- cMepTtHOCTh (%), ocnoxuenus (%) 3a rog, 3 roaa, 5 JeT;
- 94acTOTy BbISIBICHHS (PakTOpoB KapanomeTrabonndeckoro pucka (Al, aqucmununemus,
okupenne/n30sTounbiii Bec, CJI 1 u 2 Tuma) B pa3HbiX Bo3pacTHbIX rpymnmnax ['KMIT;
- pe3ylbTaThl MOHUTOPUPOBAHUS IOTEHUHUAIBHO MOAUMDULIUPYEMBIX (AKTOPOB:
antporiomerpuueckux gaHHbix (MMT, OT), nokaszareneit nunuaHoro mnpoduiis, YpOBHS
[JIMKEMHUH) B Pa3HBbIX BO3PACTHBIX I'PYIIax NallMeHTOB.
Kpurepun onenkn kauecTBa MeJUIIMHCKOM ITOMOIIH

Ne | Kpurtepnii kayecTBa EOK YA YVYP Ha\ner

Kuacce u ypoBeHsb

Bomonuensr OKI" u TT-DXOKI IB B 1 Ha/Her

Brimmonueno MPT cepana c|IC C 5 Ha/Her
koHTpactupoBanueMm, KT cepana c
KOHTPaCTHPOAHUEM npu  HAIMYUHU
MEIUIIMHCKUX  TOKa3aHUW ©  Tpu
OTCYTCTBUHM NMPOTUBOIIOKA3AHUH

Bemonaeno XMOKI IB B 1 Ha/Her

BruimonHeHBI aHATHU3HL: IC C 1 Ha/Het

KIMHUYECKUN aHalu3 KPOBU M 0OIIuit
aHaJIM3 MOYM, OMOXMMHYECKHHM aHAaJIN3

KpOBHU (BKITFOUAS XOJIECTEPHH,
Tpuruuepuasl, kamuii, Harpuil, ACT,
AJTT, MOYEBHUHY, KpEaTuHUH,

OMIMpPyOrH, TITIOKO3Y)

IIpoBenena crparudukanus pucka y | IB B 1 Ha/Her
nagueHToB ¢ I'KMII co cpemnum u
Hu3kuM puckom BCC, a Takxke y
nauueHtoB ¢ OI'KMII, nepenecmmx
CMD (amepuKaHCKasi MOJIeJIb).

B 3aBucMMOCTM OT MEIMIIMHCKUX
MOKa3aHWMl W NOpU  OTCYTCTBHH
MEIUIIUTHCKUX MPOTUBOITOKA3aHUI
BbInoJaHeHa MPT ¢ koHTpacTupoBaHueM




rajoiauHueM. OnpeneneHbl MoKa3aHus K

K J[*** B 3aBUCUMOCTH oT
MEIUIMHCKUX  [OKa3aHUH U  Ipu
OTCYTCTBUHU MEJIUITUTHCKUX
IIPOTHUBOIIOKA3aHUN

[IpoBenena crparuukanuss pucka y
nanueHToB ¢ ' KMII u BeICOKMM pUCKOM
BCC, a Takxe y nauuentoB ¢ OI'KMII,
nepenecuiux ~ OCA  (eBpomeiickasi
moaeab, mkagza HCM  Risk-SCD.
Onpenenensl nokazanus Kk UKJ[*** B
3aBUCHUMOCTHU oT MEIUITUHCKHIX
MOKa3aHUH W  NOpU  OTCYTCTBUU
MEIUIIMHCKUX MMPOTUBOIIOKA3aHUMN

IB

Ha/Her

[IpoBenena Tepanus Oera-
aIpeHO0IOKATOPOM, H/HITH OJI0KaTOpaMHU
«MEJJICHHBIX» KaJbIIMEBBIX KaHAJIOB,
w/nwm AK® wuHruburopamu, u/uiam
O1okaropaMu peLenTopoB
anruotensuna I, n/wnm muypernkamu (B
pEeKMME MOHOTEpAaluu WM B PEXUME
KOMOMHHPOBAaHHOM TEpanum) B
3aBHCUMOCTHU oT MEIUIUHCKUX
MOKa3aHUH M HpU  OTCYTCTBHH
MEIUIUHCKUX MPOTUBONOKa3aHHUH

IC

Ha/Her

BoimonHeHa — KOHCynbpTanMs — Bpaya-
rederuka 6epemenHoi ¢ ['KMII unu npu
IUTAaHUPOBAHUM OEPEMEHHOCTH

IC

Ha/Het

ITarmment ¢ I'KMII Haxomutcs mon
JIACTIAaHCEPHBIM HaOIIOIEHUEM B
MOJUKJINHUKE

IB

Ha/Her
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Ipuaoxenue Al. CocraB Padoueii rpynmbi

Unens! Paboyeii rpymniiel MOATBEPANIA OTCYTCTBUE (PUHAHCOBOM MOIAEPIKKY / KOH(PIUKTA
uHTEepecoB. B ciyuae cooOmieHus: 0 HAIMYMK KOHQIIMKTA HHTEPECOB WieH(bI) paboueid rpymiibl

ObUT1(M) UCKITIOUEH(BI) U3 O0CYKICHUS Pa3/eioB, CBI3aHHBIX C 00JIACThIO KOH(DIMKTa HHTEPECOB.

Ipuiaoxenue A2. MeTog0/10rusi pa3spadoTKi KJIMHUYECKUX PeKOMeHIanuii

Bcenencrsue toro, uto wieHsl Poccuiickoro kapauoioruyeckoro oOuiecTBa BXOIAT B COCTaB
EBpomneiickoro o0miecTBa KapAHOJIOTOB M TaKXKe SBISIOTCS €ro YIeHAMH, BCE PEKOMEHIALUU
EBpomneiickoro obmecrBa kapauonoroB (EOK) dopmupyroTcs ¢ ydactueM pOCCHUHCKUX
9KCIEPTOB, KOTOpBIE SBISIIOTCA COABTOPAMHU EBPONEWCKUX pekoMeHaanui. Takum obpazom,
cymectBytomue pekomennamuun EOK oTpaxarorT oOuiee MHEHHE BEAYIIMX POCCHUICKUX U
€BPONEHCKUX KapAuoJIoroB. B cBsizu ¢ 3tuM (opmupoBanue HarpmoHalbHBIX peKOMEHIAINi
IpoBOAWJIOCH Ha ocHoBe pekoMeHganuii EOK, ¢ yuerom HanuoHaiabHOW crHenU@UKH,
0co0eHHOCTeH 00ce10BaH s, ICUEHUS, YYUTHIBAIOIIUE JOCTYITHOCTh MEIUIIMHCKOM oMotu. [1o
9TOU IPUYUHE B TEKCTE HACTOALIUX KJIMHUYECKUX PEKOMEHIALNN, OJHOBPEMEHHO HCIIOIb30BaHbI
JIB€ IIKAJIbl OLIEHKM JOCTOBEPHOCTH JOKAa3aTeIbCTB TE3UCOB PEKOMEHAALMH: ypPOBHHU
noctoBepHoctu gokazarensctB EOK ¢ YYP u V1. Jlo6aBnens! kinaccol pekomenaanuii EOK,
MO3BOJISAIOIINE OLIEHUTh HEOOXOAUMOCTh BBINOJHEHUs Te3uca pekoMenaauuit (Tabmuuer 1, 2, 3,
4).

[IpencraBnennsie PekomeHnnanuu paspaboTaHbl Ha ocHOBe Poccuiickux pexkoMeHAauui 1o
JUArHOCTHKE U JIEYEHUIO TunepTpodudeckoi kapauomuonatuu 2016 rona, pekomMeHaauui mno
JUArHOCTHKE W JIEUEHHUIO0 runeprpoduueckoil kapauomuonatuu EBpomelickoro oobuiecTBa
kapauosoros 2014 roja, co3TaHHBIX HA OCHOBE MHOTOJIETHETO OMbITa U OOJBIIOT0 KOJINYECTBA
MCCJE0BAHUM MO pa3auyHbIM acnekram auarHocThuku U sedeHus ['KMIIL. B Pexomenparmsix
M3JI0’)KEHbl OCHOBHBIE€ aCIEKThl MATOreHe3a, KJIMHMYECKOTO TEYEHHUS, METOJ/bl AMATHOCTUKHU U

NpUHIUIIEI JIedeHus nanreHToB ¢ [ KMII ¢ yueToM nHIUBHIyaIbHBIX OCOOCHHOCTEH MaIMeHTA.
HeJsieBast aymuTopysi JAHHBIX KJIMHUYECKHUX PEeKOMeHIaluii

Bpau-kapauoinor
Bpau-tepaneBt
Bpau o6mieit nmpakTuku

Bpau cepieyH0-cOCyAUCTBINA XUPYPT

o M LD oE

Bpau ¢pyHKIIMOHATBEHOM THAarHOCTUKA



5533 6. Bpau ny4yeBoit nuarHocTuku

5534 7. Bpau-renerux

5535 Tabmmma 1. Kiaccel mnokasanuii coracHO pekomenganmsMm Eponeiickoro OO6mecTBa
5536  Kapmauonoros (EOK).

Kaace Onpenenenue Hpenaaraemas
peKoMeH auui (opmynuposka
EOK
I Jlokazano WA 00IIenpU3HaHHO, yto | PekomennoBano/
JMarHOCTUYECKast nporueaypa,
IIOKa3aHO
BMEILIATEIbCTBO/JICUEHUE SABISIOTCS A3PPEKTUBHBIMU U
M0JIe3HBIMU
II [IpoTuBOpeurBBIE  JaHHBIE W/WIA  MHEHHS 00
3¢ (HEKTUBHOCTH/TIONH3E JTUArHOCTHYECKON
MPOLEAYPHI, BMEIIATEBCTBA, JICUCHUS
BbonbmHCTBO JTAHHBIX/MHEHHH B MOJIB3Y Lenecoobpasto
3} HeKTUBHOCTH/TIONB3bI JMArHOCTHYCCKOH | rpyvensiTh
MPOLEAYPHI, BMEIIATEbCTBA, JICUCHUS
Ila .
Db dexTruBHOCTH/MONB3A JIMAarHOCTHYECKOM
MPOLEAYpPHI, BMEIIATENLCTBA, JICUCHUS YCTAHOBJIECHbI
MeHee YOeTUTeIbHO
IIb MoxHo
MIPUMEHSTh
111 JlaHHBIE WM €IMHOE MHEHHE, YyTO AuarHoctuueckas | He
npoueaypa, BMEIIATeNbCTBO, JeyeHue
pEKOMEHAYETCS
Oecrnone3Hbl/Hea(PEKTUBHEI, a B pAJE CIy4aeB MOTYT
PUHOCHTH BPE. MPUMEHSITh

5537

5538  Tabamuua 2. YpoBHU JOCTOBEPHOCTH JOKA3aTEIbCTB COMIACHO peKoMeHaalusaM EBpormneiickoro
5539  O6mectBa Kapaunomnoros (EOK).

YpoBHM 10cTOBEepHOCTH A0Ka3aTebcTB EOK

A I[aHHLIC MHOT'OYHCJIICHHBIX PAHAOMHU3UPOBAHHBIX KIIMHUYCCKHUX HCCJIeIOBaHUM
nin ME€TaaHaJIN30B

B JlaHHBIE TOJTY4EHBI 0 PE3YIBTATaM OJHOTO PAaHAOMHU3UPOBAHHOTO KIIMHUYECKOTO
WCCIIE0OBAHNS WM KPYITHBIX HEPaHAOMU3UPOBAHHBIX HCCIIEIOBAHUI

C CornacoBaHHOEC MHEHUE 9KCIICPTOB W/ WIIH PE3YJIbTaThI HEOOIBIITNX PICCJ'IGI[OB&HPIIZ,
[PETPOCIICKTUBHBIX I/ICCHCJIOBaHHfI, PETUCTpOB

5540



5541 Tao6muma 3. Illkama omeHkm ypoBHeW goctoBepHOCTH aokazarenbcetB (YIJI) mns metomoB
5542  AWMArHOCTUKH (IMAarHOCTHYECKHUX BMEIIATEIILCTR)

YIA | PacmiudpoBka

1 Cucremarnueckue 0030pbI UCCICIOBAHHUIA ¢ KOHTPOJEM pedepeHCHBIM METOAOM WU
CHCTEMaTU4ecKhii 0030p pPaHIOMH3UPOBAHHBIX KIMHUYECKHX HCCIEJOBaHUN C
MNPpUMCHCHUCM MCTaaHaJin3a

2 OT,I[GJ'IBHBIC HUCCICA0OBAaHUA C KOHTPOJIEM pe(bepeHCHBIM METOAOM HJIM OTACJIBbHBIC
PAaHAOMU3HUPOBAHHBIC KIMHHUYCCKUEC HMCCICAOBAHUA W CHUCTEMATHYCCKHUE 0630pbl
I/ICCJ'IG,I[OBaHI/Iﬁ JIF000T0 HHSaﬁHa, 3a UCKIIFOUCHHUEM PaHAOMU3UPOBAHHBIX KIMHUYCCKUX
HCCHCHOB&HHﬁ, C IPpUMCHCHHUEM METaaHaIn3a

3 HccnenoBanus 06€3 IOCIEIOBATENbHOIO KOHTPOIS pe(GEepeHCHBIM METOIOM WU
UCCIIEIOBAaHUA C pe(EepeHCHBIM METOIOM, HE SBISIONIMMCS HE3aBUCHMBIM OT
HCCIIEyEMOT0 METO/Ia WJIM HEPaHJAOMU3UPOBAHHbBIE CPABHUTEIIBLHBIE CCIIEI0BAaHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEI0BAHUS

4 HeCpaBHI/ITCJ'IbHBIe HCCJIICAOBAHUSA, OIIMCAHUC KIIMHUYCCKOIO CIydast

5 Nwmeercs mumis 000CHOBaHUE MEXaHU3Ma JISHCTBUS MIIM MHEHHUE SKCIIEPTOB

5543

5544  Taomuma 4. lllxana omeHku ypoBHeW AocToBepHOCTH aokazarenbctB (YIJI) mns metomoB
5545  mpo(UIAKTUKH, JICUCHHS U peadmiuTanuu (MpoQuiIakTHIeCKUX, JICYCOHBIX, PeaOUITUTAIIMOHHBIX
5546  BMEIIATEIIHCTB)

YA | PaciunppoBka

1 Cucremarnueckuii 0630p PKU ¢ npuMenennem meraananmnsa

2 Otnensupie PKU u cucremarnueckue 0030pbl HCCNEAOBaHUN I0OOTo Au3aiiHa, 3a
uckimoueHueM PKU, ¢ npumenennem metaaHainza

3 HepaHI[OMI/IBI/IpOBaHHI)IG CPaBHHUTCIILHBIC UCCIICIOBAHUA, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHLIC HCCIICAOBAHUA, OIIMCAHUC KIIMHUYCCKOIO ClIy4das Uik CCpUU CJIIy4dacs,
HUCCICOOBaAHUA ((CJ'Iy‘IB.fI-KOHTpOJ'IL»

5 Hmeercss numb 000CHOBaHHWE MEXaHM3Ma JEWCTBUSI BMEIIATENIbCTBA (JOKIMHUYECKHE
MCCJIEJIOBAHNS) WM MHEHHUE SKCIIEPTOB

5547

5548  Tabmmua S. Illkana oueHku ypoBHeW yOemutenbHOCTH pexomeHmanmii (YVYP) mns meronos
5549  npo(UIAKTHKH,  JWATHOCTUKH,  JieueHHss M peabuinutanuud  (IpOoQHIAKTHYECKUX,
5550  JMArHOCTMYECKHUX, JIEUEOHBIX, PEaOMIUTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacumm¢poska

A CunbHas pekoMeHAanus (Bce paccMmarpuBaemble KpUTEpHH 3((HEeKTUBHOCTH
(ucxompl) ABISAIOTCA BaXXHBIMU, BCE MCCIENOBAaHUS HMEIOT BBICOKOE HWIIHU
YAOBJIETBOPUTEIBHOE  METOAOJOIMYECKOE  KaueCTBO, WX  BBIBOABI 11O
MHTEPECYIOIINM UCXO0/1aM SIBJISIFOTCS COITIACOBAaHHBIMH )




5551

5552
5553
5554
5555
5556
5557
5558

5559

5560

5561
5562

5563
5564
5565
5566
5567
5568
5569
5570
5571
5572
5573
5574
5575
5576
5577

B VYcnoBHas pekoMeHalus (He Bce paccMarpuBaeMble KpUTEpHH 3PPEKTUBHOCTH
(ucxompl) SABJISIOTCS BaKHBIMM, HE BCE HCCIIEJOBAHMSI MMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIBHOE METOJOJIOIMYECKOE KAa4eCTBO W/WJIM WX BBIBOIBI IO
MHTEPECYIOLIMM UCXO0/1aM HE SIBIISIFOTCSI COITIACOBAHHBIMH)

C Cnabas pekoMeHaanus (OTCYTCTBUE JOKA3aTeIbCTB HAAJIXKAILIETO KauecTBa: BCe
paccmarpuBaeMble KpUTepuu 3Q(PEeKTUBHOCTH (MCXO/IbI) SBISIOTCS HEBAXKHBIMU,
BCE€ HCCIIEIOBAHMS UMEIOT HU3KOE METOAO0JIOIMUYECKOEe KaYeCTBO U UX BBIBOBI IO
MHTEPECYIOUINM HCXO0/IaM He SIBJISIFOTCS COITIaCOBAHHBIMM )

IHopsinok 00HOBJIEHUSI KIMHUYECKUX PeKOMeH AUl

MexaHnu3M OOHOBJIEHUS KIMHUYECKUX PEKOMEHJALMH MpeaycMaTpuBaeT UX CUCTEMAaTHUYECKYIO
aKTyaJI3alI0 — HE PeXe YeM OJIMH pa3 B TPHU rojia Win IpU NOABICHUN HOBOHM MH(OpMaIK O
TaKTUKE BEICHUS MAaLUEHTOB ¢ JaHHBIM 3a0o0JeBaHueM. Perenue 06 0OHOBIEHUH TpuHUMaeT M3
P® Ha oOCHOBE IIPENIOKEHUH, NPEACTABICHHBIX MEIMIMHCKUMH HEKOMMEPUYECKUMU
npodeccHoHabHBIMU Opranu3anusMu. ChopMHpOBaHHBIE MPEUIOKECHUS JTOJDKHBI YYUTHIBATH
pe3ynbTaThl KOMIUIEKCHON OLIEHKH JIEKAPCTBEHHBIX IIPENAapaToB, MEAULIIMHCKUX U3EIINHN, a TAKKE

PE3YJIbTaThl KJIMHUYECKOMH anp06auHH HOBBIX MCTOJOB JICUCHH .

IIpunoxenune A3. CBsi3aHHbIE JOKYMEHTBI

1. [Ipuka3z MunucrepctBa 3apaBooxpanenust Poccuiickoit @eneparnuu ot 15 Hoa6pst 2012 r.
Ne 918n «O0 yrBepxnenun [lopsaka okazaHus MEAUIIMHCKON TOMOIIU OOJIBHBIM C CEPJIEYHO-
COCYIIUCTBIMH 3a00JI€BAaHUSIMU»

2. Cranznapt MeIMIUHCKON OMOLIH OOJIBHBIM ¢ OOCTPYKTUBHOM rUnepTpopUIecKoi,
npyroi runeprpodpudeckoit kapauomuonarueii. MUHUCTEPCTBO 3/IPABOOXPAHEHUA U
COIIMAJIBHOI'O PA3BUTU S POCCUICKOM ®EIEPAIIAN ot 24 mas 2006 roxa Ne 380.
OO0 yTBep)KICHUM CTaHJapTa MEJUIIMHCKOM MOMOIIN OOIBHBIM ¢ OOCTPYKTHUBHOM
runepTpoduueckoit, 1pyroit runeprpoduueckoi kapauomuonarueit. URL:
http://docs.cntd.ru/document/901984540

3. [Ipuka3z MunucrepcTBa 31paBooxpanenus Poccuiickon @enepanuu ot 15 nrons 2016 r.
Ne 520n «OO0 yTBep:kI€HUN KPUTEPUEB OILIEHKH KaueCTBAa MEAUIIMHCKONW MTOMOIIIH

4. ITpuka3z Munucrepctsa 3apaBooxpanenust Poccuiickoit @enepanuu ot 15 uronst 2016 r.
Ne 5201 «O0 yTBep>KACHUU KPUTEPUEB OLIEHKU KaueCTBa MEAMIIMHCKOM MOMOIIIN»

5. 4. ITpuka3z MunuctepcTsa 3apaBooxpanenust Poccuiickorn ®enepannu ot 28.02.2019 Ne
1031 «O06 yTBEpKICHUH MTOPSIKA U CPOKOB Pa3pabOTKH KIMHHYECKUX PEKOMEHIAINH, NX

epecMoTpa, TUIIOBOK (POPMBI KIMHUYECKHX PEKOMEHJIAINHI 1 TpeOOBaHM K UX CTPYKTYpE,



5578  COCTaBy M Hay4HOH 0OOCHOBAHHOCTH BKJIIOYAEMOW B KIIMHUYECKHE PEKOMEHIAIUN
5579  uHpopmarmm» (3apeructpuposat 08.05.2019 Ne 54588)
5580

5581 Tabauuna 1/A3. IlpaBuia ]|
5582  anpenoOJokaropos npu I'KMII

0COOCHHOCTHM HA3HAYeHHUAA Oera-

[bera-apeHo0I0KaTOphl OCTAIOTCs Hanbonee 3h(eKTHBHOM IPYIION JIeKapCTBEHHBIX CPEJCTB, pUMeHseMbIX BiiedeHnn [KMIL.

B cBs3u ¢ Ooublueii KOMIUIAGHTHOCTBIO y MAlUEHTOB PEKOMEHAYETCS OTJaBaTh NPEIIOYTCHHE CENCKTUBHBIMOETA-aApeHO0IoOKaTopaM
[TPOJIOHTMPOBAHHOrO ICHCTBUS, B Y4aCTHOCTH, OMCOMPOIIONY**, MeTonpoony**.

o3y Gera-anpeHoOnokaTopa peKOMEHAyeTcst TUTpoBath 10 gocTmkeHnst YCC 55-65 B MuHyTy mox KOHTponeMA/J] ¥ CHMITOMOB.

CrieyeT IOMHMTB O JPYIHX M3BECTHBIX MOOOYHBIX dddexrax Oera-aapeHOOIOKaTOPOB: HAPYILICHHE MPOBOAUMOCTHU BILIOTH IO MOJNHOH AB-
6i10ka/pl, GPOHXOCIA3M, Ba30OKOHCTPHKIMS MEPUPEPHUSCKUX COCYIOB, HAPYIICHHE TOJIEPAHTHOCTH K IVIIOKO3€, PEKTHIIbHAS JUCHYHKLHS H
Inpyrux.

Bbicokue J03bI OOBIMHO XOpowIo mepeHocsTcs. IToGounsle dddexTsl (kanodbl B OCHOBHOM Ha  yCTaJIOCTh) JOJDKHBI OBITH TIIATENLHO)
Mccrie10BaHBbl, YTOOBI OLIEHUTh ONTUMANIBHYIO HHINBUIYAIbHYIO 103y ISl KOHKPETHOTO MAlUEHTA.

5585  Tabamuna 2/A3. IlpaBuia u ocodeHHOCTH Ha3HAYeHus: Bepanamuia** npu 'KMII

Hasnauenue Bepamammia**  peKOMEHIYETCsl HAYUHATh B YCIOBHSX CTAallMOHapa ¢ Majbix 103 — 20—40 Mr 3 pasa B [ieHb C NOCTENCHHBIM UX
[OBBILICHUEM IPH XOPOILEii HEPEHOCHMOCTH [0 CHIKEHHUSI YaCTOThI CEP/ICUHbIX COKPAILCHHUH B IIOKOE 110 55—-65 B MUHYTY

Bepanamun** obGecrieunBaer cumnromarnyeckuii apdexrpeppakrepHoctnk y  65-80% MAlMeHTOB, BKIIOYAs cllydau
[neuenio 6era-aapeHo6IOKaTOpPaMu.

[Tonp3a BepanaMuiia™ orpaHuYeHa ero cocyAopacupsomuMu 3G deKTaMu, KOTOpble Y OTAEIbHbIX NAlHEHTOBMOTYT IEPEBEINBATh ET0
oTpHLaTEIIBHBIN HHOTPOMHBII 3D dEKT.

Bepanamun** npeanouTureneH Uik MOJIOJbIX MALMEHTOB C Jerkoit u ymepenHoi odcrpykuueit (I'J] 8 BTJIXK Brnokoe <50 mMm pT. cT.)
[TarrenTam crapiie 65 yer He0OX0AMMO HA3HAUCHHE HM3KHX /03 M THTpauums npemnapara noj kourponem I'J[ BBTJDK, UCC (OKT) u
KJIMHUYECKUX CUMIITOMOB.

5588  Tabamua 3/A3. HauajbHble M Hes1eBble 103bI NPH MeankaMeHTo3HolTepanuu I'KMII

5589
IIpenapat HauajbHast 103a [leneBas 1032
- mpompanonor*t¥ 40—80 mr/cyTkH 240 mr/cyTku
- meronponor** 25-50 mr/cyTku 100-200 mr/cyTku
- arenomon** 2550 mr/cyTkn 150-200 mr/cyTkn
- Oucomnpomon** 1,25-2,5 mr/cyTku 10 mr/cyTkn
- coramom** 80 mr/cyTkn 160-240 mr/cyTkn
- Bepamammin** 60—120 mr/cyTku 240-480 mr/cyTku
- BepanamMmI** (IIPOJIOHTUPOBAHHOTO JACHCTBHS) 120 mr/cyTku 240480 mr/cyTku
- awiTHazeM** 60120 mr/cyTku 180-360 mr/cyTkn
5590
5591  Ta6auna 4/A3. PexomeHayemMble pesKHMbI aHTHKOAryJIstHTHO# Tepanuu npu I'KMII y GepemeHHBIX ¢
5592  ®II u onacHOCTH, CBSI3aHHbIE ¢ Tepanueil BapdapuHom

5593

e ol




P esxnmMbI aHTHKOal‘yHﬂHTHOﬁ Tepanmuu

Pexxum 1 [TocTosiHHas Tepanust BappapuHOM™** 3a UCKIIFOYEHHEM cpoka 6—12 Henenb (0TMEHa J0JDKHA HAUMHATHCS ¢ Havaa 5)
Henenm ¢ ydetoM TepHOAa IOMYBBIBEACHMS) C IIEPEXOJOM HAa OSTOT CPOK HAa TemapuH Hatpus *¥
(HM3KOMOJICKYJISIPHBIN ) (MUHUMAJIBHBIA PUCK TPOMOO3a M BO3MOXKHBIN PHCK YMOPUOITATHH )

Pexxum 2 [lepexox Ha mapeHTepajbHble NPsMbIE AHTUKOATYJISHTHI (remapuH Harpus**) Ha Bech CPOK OepeMEHHOCTH|
(MUHUMAaBHBIA PUCK SMOPHONATHH, HO MOBBILICHHBIH 110 CPAaBHEHHIOC Tepariei BaphapuHoM** pruck TpoM6030B)

Ol'laCHOCTl/l, CBfI3aHHBIC C IPUMEHECHHEM Bapq)apuﬂa

[Tepron nonysbiBeaeHus Bapdapuna** mnpepbinraer 60 4acoB, 4TO HEOOXOAMMO YYHTHIBATh IIPH OIPEICICHUHUCPOKOB OTMEHBI Iperapara.

[HexoTopble aBTOPbI OTMEHYAlOT J0303aBHCHMBIH 3MOpHoTOKCHMueckuit 3¢hdexT BapdapmHa** — 1n03a MeHee 5 MI PEAKO HPUBOIMT K
Bo3HHKHOBEHMIO dMOpuonatuu. OaHAako Ha HpakTHKe Jo3a Bapdapuna onpenensercs BeanuunHod MHO u He MoxkeT ObITH NPOU3BOJIBHO)
YMEHbIICHA WM YBEJIHYCHA.

HanGonee KpUTUYECKUM IIEPHOJIOM ACHCTBHs BapdapuHa** sBisercs cpok 6-12 Hemenb — MaKCHMAlbHASBEPOSTHOCTb
bMOpHoTOKCHYecKoro ddekTa.

BbI3bIBasi TMIOKOATYISAILMIO Y IUIOAA, BapdapuH** MOXKET NPUBOAMTH K HapymeHusM (opmuposanus L[HC,BbI3bIBasi BHyTPHYCPEITHBIC
KPOBOU3IIMAHUS

VrHeras cuHTe3 BuTaMuH-K 3aBUCHMBIX(OpMUPOBaHUs H(PAKTOPOB, Baphapuu** CYIIECTBEHHO BIIHSIET Ha  Tporecc
[pocTa KoCTeH IIoAa.

Pe3ynbraToM SMOPHOTOKCUYHOCTH BapdaprHa™* sSBISIOTCS TUIIOIUIA3UsI HOCOBBIX KOCTEH, aTpodust 3pUTEIbHOrOHEpBa, 3aepiKKa yMCTBEHHOIO|
[pasBUTHS, a TAaKXKe 3aMepIIMe OEPEMEHHOCTH, CIIOHTaHHbIC a00PTHI M MEPTBOPOXKIACHHUSL.

5594

5595  Tabauna 5/A3. Knunuueckue ucciel0BaHUS W HCHOJb3yeMble Mpenaparbl Ha Aoruneprpoduueckoi
5596  cragum I'KMII (amantuposano u3: Philipson DJ et al. [39])

5597

[Ipenapat [ToTenumnanbHblii 3¢ dext [Knnnnveckue ucciie1oBaHust

Pnntnasem™* |Y MeHbIICHNE runeprpoduu KapMOMHOLIUTOB y JloKIMHHYECKHE HCCeJOBAHUS
Hocuteneit MYBPC3 myranmit

IMaBaKaMTEH [IpenoTBpareHne passutus runeprpodunn hpudposa [PaHIOMHU3HPOBAHHOE KOHTPOJIMPYEeMOe]
uccnenosanne PIONEER-HCM

AueTni- nucTenH ** l13MeHeHre uyBCTBUTENBPHOCTH K KajbliMio, perpecc runeprpoduu,@asa | PaHIOMU3HPOBAHHOTO)
¢ubpo3a, yIIydIIeHue KoHTpOoMpyeMoro uccienoBanust HALT
InuacTonuueckoil AucdyHKIHH.

AHTaroHMCThbI CHuxaroT HPOTYKLUIO TPOPUUECKUX (akropos PKW «INHERIT»
anrnorensuna | [PCHUH-aHI'MOTCH3UH-aJIbJJIOCTEPOHOBOI'O IYTH Daza || PKU «VANISH»

5598
5599

5600 IIpuiioxenue b. AnropuTMbl BeeHHUs MAIUEHTA
5601

5602  Ilpuioxkenne B1. ATropuT™M TAKTHKH BeIeHUACMMNITOMHBIX nanueHToB ¢ 'KMII



5603

AcMmnTomHas AcMMmnNTOMHaRA
Aoruneptpodu- runepTpoduyecKas cTagua
yecKas cTagma TKMnN
Het oBcTpyKLyMm + obBcTpyKymMa UKLO***
BTNH BTN No NOKA3aHHAM
(cm. paspen
i dnpodrnaKTira
v BCCH
OnutensHoe
HabnwpgeHune 6eTta-agpeHobnokaTopbl
l [MpK NpoTMBONOKAZIAHMAX — BEPEHEMHH**}
v \’
CrpatudmKauma pmucka BCC (emerogHo)

5604

5605  IIpuioxkenue bB2. YnpoumeHHblIi aJITOPUTM AMATHOCTHKH M MOAXO0/I0B K JIeYEHHIO NALUEHTOB C
5606  o0ctpykumeii Ha ypoBHe BTJIOK

5607
3XOKT (r4 e BTAK)
MaKCHManbHBIA CNPOBOLMPOBAHHBIA T[T MakcMMansHbIE CNPOBOLMPOBAHHBIFA []]
(npoba Banbcanbekl Nexa, CTOA) (npota BanbcanbBkl Nexa, cToA)
z 50 mm pT.CcT. < 50 (30) mm pT.CT.
v £
> | Camnromaruka [+ | | Cumntomaruea (- |
apmMaKoTEepanya
R — ___---.J; _____ 2
v
Conm seicosam
sbbexr 1) | | 3pderr (+) Crpecc-9XOKI & ;ﬂ:
v v ! l
Mpogonseune [ 6 BTN 2z 50 mm pT1.cT.
TEpandn | Qs BTMAH
[ & BUMH 30-50 mm pr.cT. | | = 30 mm pr.cT.
Pegyruma MHN * h 4
5608 (CM3; 3cA) JXOHI 1pazeropg

5609
5610
5611

5612  Ipuaoxenune b3. Aaroputm papmaxorepanunodcrpyxkruHoii 'KMII

5613



thapmaKoTrepanua obcTpyKktMeHoid TKMI
(fA e BT 250 mm pr.ct.)
v

OTMEHMTE NPENAPaThl C BA30AMAGTHPYIIWMM LEHCTEMEM

(—i‘\' v n MNpoTHECNOKAIAHKA K
POTHEONOHIIIHHA K
Geta-agpenobnokaTopam
Bera- e S ——— n Bepananny
agpeHobno- | (2) v @ v
KaTopbl Bepanamwun** Ountuasem™**
l | l
vV v ¥
Yﬂ".ﬂ-II.IJE'HHE' CHMNTOMATHEHM, Het YAYHLWEHWA CHMNTOMATHER,
[4 s BTMH < 50 mm pT.cT. 4 s BTIH = 50 mm pr.cT.
MpopgonkeHHe Tepanvu Pegyryua MMM
5614
5615
5616

5617  Ilpuioxenne b4. Anroputm Bpayednoii Taktuku JedyeHnss XCH nmpu I'KMII

5618
XCH II-IV ®K
g e BTMAH 2 50 mm pr.CcT. g e BTMAH < 50 mm pr.CcT.
B MOKOE WK NPH Harpysde B MOKOE WK NPH Harpysde
Nevenune +XCH [n0Bon dedoTrn) A 4
oBcTpyHy MK NEYEHHE B COOTBETCTEMH C KP
BT/ no XCH + ol
@B NIH 2 50% @B K < 50%
v v v
Eer penoBnorarope beTa-agpenobnoratopbl HoWTponb
e Mansle A03bl NETNEBbIX HAK puTMa
HAKW  Bepanammun
e prm THASHAHBIX AWYPETHHOB W 4acToThl
MK + AHTH-
Maneie A03bl NETAEBLIX H
PCT KOAryNAHTEI
THASHAHBIN AWYPETHHOB ¢
TpaucnnauTayna cepgua
5619
5620
5621

5622  IIpuaoxkenue bS. Anroputm BbIOOpa XMPYypPruueckoro/3H10BacKy/JIsipHOr0 BMelIaTe/IbCTBa
5623  y mauuentoB ¢ 'KMII



KM, pedpakrepHan K papmakoTepanmm
+ mMakc. nposoumpyembi Il s BT/IHK =2 50 mm pr. cT.
+ OpraHHyeckHe nopasedma ME, + SAM-MHAYUHpOBaHHAA
He cBAZaHHEIe ¢ THMI MH 2-3cT
CenTansHan MHOIKTOMMKA CenTansHan MHOIKTOMMKA
+ npoTesdposadHe ME +- mnactuea MK
h 4
CpegHe-swenygousosan
bazaneHan obCTPYKLMA P S——— ANMEANEHAA 0OCTPYHLWA
TpaHcaopTaneHaA
CENTaNEHAA MHOIHTOMMHA TpaHcaopTaneHana M/ uam
TpaHcaanueansHaa
HAH TpaucanveaneHan
aTﬂHDMB‘-ﬂH CenTaneHaA CcenTaneHaIA MHIIETOMMAA e Sl A ]
abnawMa
5624
5625
5626

5627  Ilpuaoxkenue 56. Airopurm Boi0opa meTona pexykuuu MKII
5628

<60 net Bozpact = 75 net 1

3!

BrICOKHA XHPYPTHYECKHH PHCK N0 KOHKYFHPYIOWEH NaTonors

HeobxogumocTe COMTCTEYHILLEND HApEHOXHPYRrHHECKOno
BMEETENLCTES [XHpyprvdeckan abnawna &, AKLL,
ONEepalMH Ha SEYIHX KNanaHax u gp.)

Cpee gpoe- e ny ooy WA ofcTpysum

TonwmHa NN 2 30 mm

HcxogHele Gnovage oo
BAIHNT EMEIETeALCTES BIHMT

CM>3 {pwck ABE Il cr.)

AHATOMMA CENTANEHE BETEEH KOPOHAPHER APTEPHH
nogxoguT ana CAA [HaeHTHEHLHPOEAHS CENTANEHYH BBTEE,
CcHab#AKWAR HCKNHHHWTENEHD GasaneHy 4acTe WM B
oBN3CTH MHTPANEHO-CENTANLHOM KOHTIKTa)

I

3CA

b

AHOMANWHK NOgENANaHHbR cTpykTyp ME, AEnAWWeCA
HKOMNOHEHTOM OOCTRYEL MK

BepemeHHOOE + NokazZaHHA K pegykuri WM }

MuTpaneHaA HegOCTATONHOCTE 3 CTENEHH

111

OMeHL BELICOKHH rpagredT gaenequa BOSTH (=100 mm pr. cT.)

5629
5630

5631
5632  Ilpuaoxkenne b7. Anroputm nepsuuHoii u BropuuHoiinpopuaakTuku BCCy nauneHToB ¢

5633 TI'KMII

5634



nEpBH‘-'IHBH I'Ide?l‘l.ﬂEHTHHE BTI‘JPI‘I'-'IHEH I'Ide}HﬂEI{THI{B
AHamnez, 3XOKI, XM3KIr ¢
* . OcTavoBrka cepaua
MNepemeHHele no wkane HCM Risk-SCD: gcnegctene HT wnu OH
+ Bo3pacT *  MakcumansHaa -
+  (CeMEHHBIM aHAMHES TONMWMHA MHoKapaa MTH e
BCC *  HeycToMuneas T npw T, npusoAAWanA K
+  HeoffibACHMMEIE KM3IKI ofimoporam u
obmoporH +  Ouametp N FEMOAHHAMHYECHHM
« 0 eBTIH HAPYIWEHHAM
Bann no wkane HCM Risk-SCD 'l'
Huzemi MpomesyToUHBIA BeICOKHMA QTR
S-NETHHHA pPHCK 5-NETHHIA pUCK S-METHHHA pHCK LA s, T L ED
< 49 4. 6o = 5O WHM3IHK > 1 roga
L e N HEL** gomsied Gbimb peROMEHLOERH
5635 He noka3aH pEEOMEHOOEIH
5636
5637

5638  Ilpuwioxenue b8. AJropuTv IMarHOCTHKY M BPA4eOHOUTAKTUKY NPU CHHKOMAJbHBIX
5639  cocTOSTHHUAX

(npe)cuHkonanbHbie coctoauua npu FIKMIN

| War 1 | | Moapofubid aHamues + apyrie dawTopbl pucea BCC |
Bonee BepoATHD — I Bonee sepoATHO -
APHTMHUECKHE MPHYHHEI I remogHHaAMHYECHHE NPHYHHEI

3KM-moHuTOpUpOoBaHKMeE
(24/48 XM3IHI: HApy®HBIA NETNEB0M PETMCTPATOR; PETMCTPATOP COBBITHME;

HMNAGHTHPYEMBIA NETAEBOH pETHCTpaTOR™ **)

- CM3/3CA npH NOETOPHLE GO poKE
npH Harpyaxke ¥ [ 2 50 mm pr.cT.

| | HeT susueyrposaommx HHP
na pok-
HYKT po ABEWI ct. | |
T cu3m oI, - T B BT - e
YCT CBT CCCY I - B0, EHA AT AN - :ﬁ?_':'-",—'
- 0K - R 2 A i
I + (K060 sanfer) | - Leoagan
I Bazo-sarankHeiH
I omopoK
no I -  Hopperuwa dapmakoTepanuu
|
|

ANTOPHTIY
LWar 3 MEO==** | | nesvenun @11 DUCH*

5640

5641

5642
5643  Ilpuioxenue b9. Anroputm Bpaue6Ho# TakTUKH B 3aBucuMocTH 0T cragun I'KMII u

5644  BapHaHTa KJIMHHYECKOTOTEYEHHS



AcvmnTomuan CTpaTnduKauma BhIcoHHH !
Aoruneptpoduyeckan pucka BCC 3 prck BCC MKA,
CTaaMA
* (exterogHo)

| HabBnwaeHue | A A ! | : CrabMneHoe
> Lo0poHaYECTEEHHOE TEYEHHE
P | } Ha foHe dapmaroTepanHM
runepTpoduyeckan - I
cTaguA T
XCH -V cT.
C OB 250% | o Nlevenne
+®n 4__ HMMTOMHaRA —t3 + obcTpyruMa obcTpyruEK BTIH
runepTpodUYecKan BTMH Pegyrumua NI
¢ cTapua * (CM3, ICA)
Mo anropuTmy ‘l’ XCH IV c1.; @B M < 50%
neveHHa ¢ HeT ofcTpyrimm BTNHC
+ CHHAPOM CTEHO- + aunatauua JIH  w/man pectprewma
I TS HApAHH MK l—>| Mo anropuTmy nevenua XCH |
- T E L HLIEMMM MHOKapLE
AEUEHHA (M WK OHC | WMEO, PCT |
CTEHOHAPAHM
5645 W OHC ﬁ-i TpaucnaaHTaWKHA cepaLa |
5646
5647
5648
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5650 IIpuaoxenue b10. IToka3anus k pexykunu MKII (CMDI/9CA)

[KpuTepun [oxazanus

Knunuueckue IXCH II-1V ¢ynximmonansHoro kiacca NYHA ¢ ®BJDK > 50 % n/nnn Hanu4ue JpyruxTHHKEIbIX CHMITOMOBY
(0OMOpOKH, TNPeOOMOPOYHBIE COCTOSIHUS, CHHIAPOM CTEHOKAapJIuH), CYIIECTBEHHO OrpaHHYMBAIONIMX|
[ToBCeTHEBHYIO aKTUBHOCTB, HECMOTPSI Ha ONTUMAJIbHYIO MEIHKaMEHTO3HYIO TEPaIuIo.

["emoauHaMUUECKHE (O6cTpykTuBHas opma I'KMII (B mokoe wim mnpyuupyemas) ¢ I'Jl B BTJDK > 50 MM pr.ct., KOTOpas
accomuposana ¢ runeprpoduein MXKII u nepenHe-CUCTONMYECKMM JBUKEHUEM CTBOPKH MMTPAJIbHOTO
K1anana, apyruMu aHomamusmu anmapata MK (xopasl, IIM) u, pedpakrepHast K MpOBOAMUMOI Teparuu B
mostHOM oOBEMeE.

[ AHaTOMHYECKHEe Tonmmua MXKITI, nocrarounas ast 6e30macHoOro u 3p(HekTHBHOro BBITOIHEHHUS ONEPALlK WM POLEAYPHI (110
MHEHMIO omeparopa), cocTosHue ammapata MK M NOJKIanaHHBIX CTPYKTYP, COYETaHHbIE aHOMAIIMH
KOpOHAPHBIX apTEpHil.

5651
5652  Ilpuaoxenne b11. Cpapaenne CMI n 3CA

5653 (amanTupoBaHoO U3 Batzner A, Schiifers HJ, Borisov KV, Seggewif H. Hypertrophic Obstructive
5654 Cardiomyopathy. Dtsch Arztebl Int. 2019 Jan 25;116(4):47-53. doi: 10.3238/arztebl.2019.0047. PMID: 308550065
5655  PMCID: PMC6415619)

5656
Kpurtepuu CMD 9CA

UToxanm3arust CybaopranbHasi, cpeaHexenyaoukoBas, [CybaopranbHas

runeprpoduposannoro OTACIA  lanpkannHas Cpennexenynouxosas (B

MOKTIT oTnenpHBIX [{enTpax)

Crenens runepTpodun OT >20 MM g0 9KcTpeMmanbHOM [['uneprpodus MXKIT <30
runeptpodus MXKII >30 mm M

Mexanu3m nosbienus ['J] u IHe accounuposannoe ¢ I[ICI MKu IAccoruupoBannoe ¢ [1C]]

HegocTaToYHOCTH MK accounuposanHoe ¢ [ICJ] MK MK

KomopOunnas narosorus, [[lonknananHas memOpana, aoptanpueiii  |[BC, OJIHOCOCYUCTOE

Tpedyromas xupypruueckorolcreno3, MbC, MHOCOCYIUCTOE MOpaXKEHHE |HOpAKEHUE
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BMCIIATCJILCTBA

Bo3pact nauueHToB

[loapocTKU U MOJIOABIE B3POCTIBIE B3pocnbie

CI0KHOCTB TIPOIICTyPHI

HawnGouee 4acTo BCTpevaromuecsMenee arpeccuBHast
ocioxxHeHus: CMO: nmedexr MIKII, AB-
o;tokaa u ocraTtouyHas oocTpykims BTJDK

[ToctmponenypHbIit puck [2-10 % . 10-20%

3aBHCHMOCTH oT [/lo 50% c ucxomuoit BITHIIT To 50% ¢ HWCXOIHOI

[KapIUOCTUMYJIIATOPA BJIHIIT

KinnHuueckas mpakTuka bonee 50 ner bonee 20 net

JOCTYITHOCTB Henocrarouynasi, HeOonpioe KoiandecTBo |/locraTounast, HO
[ICHTPOB C OIBITOM HeOOIbIIOe KOJINYECTBO

LICHTPOB C OIIbITOM

Conocmagumvle NOKA3amenu GbloiCUBAEMOCU U KIUHUKO-2eMOOuHamuyeckoe yayduienue nocie 3CA u
CMD 6b11u nonyyeHvl 8 HEPAHOOMUBUPOBAHHBIX 0OCEPBAYUOHHBIX UCCIEO08AHUSIX.

IIpunoxenue b12. BpaueOHasi TAKTHKA BeJleHUs] OepeMEHHOCTH M PoJopa3pelieHusi B
3aBHCHUMOCTH oTcTeneHu o0cTtpykuun BTJIK (mo [428])

Crenenb o0cTpykuuu BTJIK

BpayeOHasi TAKTHKA

HeOompIIas

Heob6ctpykrusHast ' KMIT nnn
CTETEeHb OOCTPYKIMU
BTJDK (I'’1 <30 MM pT.cT.)

[MposoHrMpoBaHUe OEPEMEHHOCTH MOXET OBITh pa3pelIeHO MpH
[YCIIOBHHU ITOCTOSIHHOT'O HaOJIOIEHHs KapHonorom (He pexe | pasa g
IMeCSIIT)
CocnuTanM3anys OCYLIECTBISACTCS B CPOKH, PEKOMEHIOBAHHBIC IS
BCEX MALMEHTOK C CEepACYHO-COCYIUCTHIMU 3a00JICBaHUSAMH, IPH
HE0OXOIUMOCTH — YalIle.

PoibI yepe3 ecTeCTBEHHBIE POJIOBBIC MYTH.

CpenHsis cTeneHb 0OCTPYKIUU
BTJDK(I'H 30-50 MM pt.CT.)

Bornpoc o BRIHAIIMBaHUK OEPEMEHHOCTH peIIaeTcs WHAWBUIYANbHO:
HEOOXOIUMO IOCTOSHHOE HaONIo/eHHe Kapauojiora (TepameBTa) H
AKyIIepa-THHEKOJIOra.
CpOKHM rOCIUTANU3ALUH T€ JKe; TAKXKE B JTIOO0H CPOK MPU YXyALICHHY]
COCTOSTHHS M Pa3BUTHHU OCJIOKHEHHIL.
PO)II)I IIPOBOJAT 4€PE3 €CTECTBECHHBIEC POAOBLIC MYTU C UCKIIIOYCHUEM
[IOTYT.

BTJDK(I'J] >50 MM pr.cT.)

Tsoxemnast cTeneHb 00CTPYKIINU

IBeiHammuBanue

[TPOTUBONOKA3aHBI.
[pu oTka3e >KEHIIMHBI OT MpephIBaHMs OEPEeMEHHOCTH TOKa3aHa|
rOCTIMTANM3AIMsl MPAKTHYeCKH Ha BECh CpPOK OepeMEeHHOCTH.
IPosiopa3zpenienue npoBOAAT MyTEM Olepallii KecapeBa CeUeHHUS.
Mcrosip30BaHrEe SMUAYPATBHON aHECTE3UH C OCTOPOMKHOCTBIO H3-33)
OIIACHOCTH apTePHAIbLHON THIIOTCH3HH.

OGepeMeHHOCTH U poasl

Ipunoxenue b13. Yupexaenne 115 Begenns 6epemennbix cI'KMII

MaJa

(beccUMNITOMHBIE

BO3 11

BO3 111

Wi
(cumnToMHble nanuedTku ¢ 'KMII)

OCHMMIITOMHBIEC HalII(IeHTKI/l)

Benenne 0epeMeHHBIX

IEHTP

PernoHanbHbIN EpUHATANbHBIN

(OxcrepTHBIN TeHTp. [leprHaTaIbHBIH
lieHTp 3 YpOBHS

HacroTa ocMOTpOB

1 pa3 B 2 mecsiia

[Ka>x b1 Mecs1y uiii 2 pa3a B MecsI]

Yupexnenue ais
[poJIopa3penieHns

Peruo

IEHTP

HaJbHbIN NIEpUHATAJIbHBII (OxcriepTHBIN TeHTp. [lepuHaTaIbHBIH

lieHTp 3 YpOBHS

KaTETrOpHUYICCKH|




5664

5665

5666

IIpunoxenue B. Undopmanus 1jist NalMeHTOB

OO0mue pexoMeHAANMU MO 00pa3y KU3HU (A7aANTHUPOBAHO U3 [4])

O0acTh

PexoMeHganmu

Harpysku

[lanuentam cienyet u30eraTb COPEBHOBATEILHOTO CIIOPTA, HO 10 BO3MOXHOCTY
MOIeP>)KUBATh OOBIYHBIN 00pa3 KM3HU. B OTCYTCTBUM CUMNITOMOB U (PaKTOPOB
pucka BCC nanuentsr ¢ ' KMII MoryT yuacTBOBaTh B (pu3nyecKoil aKTUBHOCTH
0T HEOONBIIONW 10 CpelHedl CTeNeHH WHTEHCUBHOCTH, B COOTBETCTBHH C
[PEKOMEHIAIIUSIMH KapAHOJIOTa.

J{meTa

[TarueHTaM ciaenyeT craparhbesl MOANCP)KUBATh HOPMaIbHBIN BEC Tela.
[Tpriem OGoNbIIOr0 OOBEMa MUIIM MOXET BBI3BaTh OOJH B TPYIHO KIIETKE,

ﬂCO6CHH% yHALUEHTOB C 06&Trgy1<uneﬁ BTJIX.
enecoo0pa3Ho yacToe APOOHOT MUTAHHE.

3aropbel — 4YacThIil MOOOUHBIH AP deKT Bepanamuiaa™*, TOIKHBI
KOHTPOJIMPOBATHCSI TMETON M/WIIN CIIa0UTEIbHBIMU CPEJICTBAMHL.

[Tpodeccus

bonbpmuacTBO MaruenToB ¢ ['KMII MoryT mpoiomkarh OOBIYHYIO TPYIOBYIO
MesATENIbHOCTh.  YpPOBEHb  (DU3MUECKHX ycuiluid Ha paboTe  IOJDKEH
COOTBETCTBOBATh KIIMHUYECKOMY CTaTyCyMaIMeHTa.

/111 HEKOTOPBIX BHUIOB JEATEIbHOCTH (IMWJIOTUPOBAHUE, BOCHHAS CIYK0a)
CYIIECTBYIOT CTPOTHE OTPaHUYCHHS PU IIpUeMe Ha paboTy.

Kypenue

HeT nannsix o cBs3u tadakokypenus u I'KMII, Ho manuentaMm HEOOX0AUMO
[peI0CTaBUTLUHGOPMAIIHIO O PUCKaAX IS 3JJ0POBbS, CBI3aHHBIX C KYPEHUEM.

CekcyanbHast
AKTUBHOCTh

Y manuMeHToB JOJDKHA OBITh BO3MOXKHOCTh OOCYIUTh HMHTEPECYIOUIME HUX
BOIPOCHICEKCYaTbHON aKTUBHOCTH. [IallMeHTHI MMOCE YCTAHOBJICHUS THAarHO3a
4aCTO UCIBITHIBAIOT OCCIIOKOMCTBO, ICMIPECCHIO U CTpax IepeaaTh 3a00IeBaHuUE
[MOTOMCTBY.

[lanmeHTam ciexyer 3HATh O BIUSHHM [PUHAMACMBIX JICKAPCTBEHHBIX
[pernapaToB HA UX CEKCYAIIbHYIO aKTUBHOCTb.

[latmenTam cnemxyer wu30erath mnpueMa WHTHOMTOPOB (ochoamdcTepassl,
ocobeHHo npu Hanuuun oocrpykimu BTJDK.

Bo>xnenue
ABTOMOOMJIS

bOIBIIMHCTBO IMAIUEHTOB MOTYT NOJY4aTb BOJUTCILCKHUEC IIpaBa U
[MPOAOJIKATh BOAUTbMAIINHY, €CJIN Y HUX HET HHBAJTUAU3UPYIOIIHUX
CUMIITOMOB.

BaknuHamus

[Ipy OTCYTCTBHH NPOTUBONOKA3aHUM PEKOMEHI0BaHA €KEro/{Hasl BAKLIIMHALIMS
OT rpunna.

JlexapcTBeHHBIE
penapaTsl

[TareHTam ciieayeT 3HaTh O MPUHUMAEMbIX MMH JICKAPCTBEHHBIX Iperaparax,
UX TOOOYHBIX JPPEKTaX H MEKICKAPCTBCHHOM B3auMOJACHCTBUH. [10
BO3MOXXHOCTH CJIEyeT M30eraTh mpuemMa mnepudepruuecKux Ba3oAHIaTaTOPOB,
ocobenHo npu oocTpykimu BTJDK.

CTanOBaHI/IC)KI/BHI/I

/Tnarno3 ' KMII MokeT puBECTH K 3aTPYJHEHUSAM IIPU CTPAXOBAHUH KU3HHU.

ABHAIIEPEIIETHI

BOJBIIMHCTBO O0€CCHUMITOMHBIX MAllMEHTOB WX C HE3HAYHUTEIbHOM

CMOTOMATHKOM MOFYT6630H8.CHO COBCpIIATE aBUAIICPCIICTHI.
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Ipunoxenue I'.

Ipunoxenune I'l. IpuHuunbl
pucka npu I'KMII

H 0CO0EHHOCTH AUATHOCTUKHUH OHEHKHU CEPACYHO-COCYAUCTOTO

Tabauua I11/T'1. U3MeHeHus1 J1a00PATOPHBIX TECTOB, MO3BOJISIONINE 3a11003PUTh HEKOTOPbIE
¢enoxonun 'KMII (apantupoBano u3 [4])

TecT

3adoseBanus (penoxonun 'KMIT)

["emoraoOouH

[Tpu aneMun yCcUIIMBAIOTCS OOJIM B TPYIHOM KIIETKE U OJBIIIKA, U €€ CIeTyeT
CKITIOUaTh IPU U3MEHEHUU CUMITOMATUKU

IAHEMIISI, BBI3BIBAas TAXHKAPAMIO, MOKET CIIOCOOCTBOBaTh yBenmdeHuto ['J] B
BTJDK.

CHIDKEHHE KHCIOPOJI-TPaHCIIOPTHONW (DYHKIIMHM KPOBU MOJKET SIBIISCTCS
PTOTIOJTHUTCIIbHBIM (baKTODOM WIICMHUH MHOKapaa.

DyHKIHA TOYEK

Y manueHTOB C TsDKenol JeBoxkenymoukoBoir XCH moxker ObITH HapymieHa
(hyHKIHS TTOYeK.

CHikenne CK® 1 npoTreuHypust MOTYT HaOJIIOAThCS MPH aMUIIOH03€,00J1e3H1
IAniepcoHa-Pabpu ¥ MUTOXOHJIPHATIBHBIX 00JIC3HAX

MHYVYII u N-TepMUHAIBHBINA 1IPO-
MHVII (Nt-proBNP)

JTnarnoctuka XCH Ha panneil craguu. Monutopusr Tsbkectd XCH u oTBeraHa)
repanuto npu peroxonusix ['KMIT 'KMII (nanp. kapauaabHOM aMHIOHI03€).

CeplieuHbIN TPOTIOHUH

[loBbIIEH:

-y mamrierToB ¢ I KMII, ocoberHo npu nporpeccupoBannu cuMitomo [ KMIT,
- f1pu passutuu UM 2 wiu 1 Tuna

- 1pu HekoTopbix GeHokonusax 'KMII (Hamp., kapiuanbHOM aMHIOHI03€)

OrnpenencHue KoHIeHTpaH([Ipu nono3pennn Ha AL-amunonnos cepaua
CBOOOJHBIX JEerKuX nermne
MMMYHOTJIOOYIMHOB ~ (Kamma |

i1sMOJ1a) B KPOBU U MOYE

HCCJ’ICI[OB&HI/IG KOCTHOI'O MO3ra

[Tpu oM03peHNN Ha aMIIIOUI03 CepIa

TpaHcaMMHA3bI IE€YEHU

[TeueHOUYHBIE TECTHI MOTYT OBITH M3MEHEHHBIMU TPH MHUTOXOHAPHAIBHBIXOOIE3HSX,
0onte3nu JlaHoHa

Kpeatundochoknnasa KpeatnndochoknHaza mia3mMsl BO3pacTaeT npu Oonesnu JlaHoHa wu
MHUTOXOH/IPHAIEHBIX OOJIE3HSX,
ITeCMHUHOTIATHAX
AKTUBHOCTH ambha- A B|Y myxuuH c 6one3nbto Annepcona-®adpu Huzkas (<10% oT HOpMaJbHOTO YPOBHS)
raaKTO3HUa3bl ia3me/ VI HeompeiensieMast akTHBHOCTbD alb(a rajakTo3uuassl A.

neiikounTax (yner) myxxuuH >30

Y oxeHmumH c Oone3Hbio AHpepcoHa-Dabpu ypoBeHb (epMeHTa B IUIa3Me |
NMeWKONNTAaX YacTo B NpelesiaX HOPMBI, MO3TOMY, NPH KIMHHYECKOMIIOIO3PEHUHY]
TpedyeTcsi TeHETHYEeCKOe TECTUPOBAHHE.

[ "TroK03a HaTOoIIaK

Mo>keT OBITh ITOBBIIIEHA P HEKOTOPBIX MUTOXOHAPHUAJIbHBIX 0oJIe3HAX

OrneHka GYHKITUH ITUTOBHTHOM
PKETIe3BI

JTommkHa OBITH OMpenesieHa B MOMEHT MOCTAaHOBKH TUArHo3a ¥ MOHHTOPHPOBATHCS]
Kaxapie 6 MecseB y manueHToB ¢ ['KMII, monmydaromux amMmuomapon™*

UlakTaT mia3mel

YBeauueH Y HEKOTOPLIX MAIIMCHTOB NP1 MUTOXOHAPHUAJIIbHBIX 0oJe3HIX

Tabnuuma II2/T'1. Daexkrpokapauorpaguyeckue aHOMAJINH, MO3BOJSIOLINE MPEINOJI0KHTH

KOHKpeTHbI auarHo3 ¢genoxkonuu I'KMII wim mopgonornyecknii Bapuant I'KMII (1o

Rapezzi C et al., 2013 [164])

OcoGeHHOCTH KomMmenTapmii

Kopotkuit PR-unTepBan /pannee  [PaHHee BO30YXICHHE JKETyIOYKOB — 4YacThlii (eHOMEH OoJie3Hel HaKOIUICHUS

BO30y K/IeHHE (60ome3un ITomne, PRKAG2 u [lanoHa) u mMuToXoHApuanbHbeIX GosesHerr (MELAS,
MERFF).

Kopotkmii PR-mHTepBanm 0e3 paHHETO BO30YKICHHS IKEIYAOYKOB BCTPEUAETCS IMPH|

bosiesHn Annepcona-Dadopu.
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IAB-0J10kazna

[Iporpeccupyroiiee  3aMeIICHHE  aTPUOBCHTPHUKYJISIPHOTO  IPOBEACHHS  YacTO
BCTpEeYaeTCsl MNPH  MUTOXOHAPHAIBHBIX  3a00JI€BAHMAX, HEKOTOPBIX  OOJE3HSX
HaKOTUICHHs (BKMIo4as Ooie3Hp AHzaepcoHa-Dabpw), aMmIION103€, IeCMIHOTATHSX, Al
[rakke y manueHToB ¢ MytanusmMu B reie PRKAG?2.

Bripaxennas ['JDK (unnexc
CoxkounoBa >50)

UpesBbruaitno Gospiioit BonbTaxk QRS Tunmuen juis 6onesneid [lomne u /lanona, HO
MOYKET OBITh PE3YJIBTATOM TOJIBKO PAHHETO BO30YKICHHUS JKEITy JOYKOB.

Huskuit  BompTaxk QRS (wm
HOpMaJIbHBIN BOJIbTAXK
HECMOTPS Ha YBEJIMICHUE

romuHBI cTeHKH JIK)

Huzkuit BompTaxk QRS B 0TCyTCTBHE IepHKapIHaIbHOTO BBIIIOTA, OXKUPESHUS HO0Ie3HA
imerkux penko HaOmomaercs mnpu [KMII (3a wuckiIrodeHHMEM CcIy4aeB CTaaum|
MeKOMITCHCAIINH), HO XapaKTepeH U1 ManueHToB ¢ AL-aMHiIonmo3oM u pexxe — IpH
TPAHCTUPETHHOBOM aMIUIOUII03€.

Tnddepernnanpaenii quaraos mexay ' KMII u kapanansHO# popmoiiaMmtoniosa:
AHOMAJIFHOE COOTHOIICHHE (HM3KUIl BONBTAX MpH ToimuHe cTeHKH JDK > 12mm)
XapaKTepHO JUIsl KapAHAIBHOTO aMHJION103a (YyBCTBUTEIBHOCTH /5%,
cnenuduIHOCTE 67%).

Bextop QRS ot —90°10 —150°

Habmrogaercst y manueHToB ¢ cuHApoMoM HyHaH, MMeErOIUX BBIPAXKEHHYIO
0azabHYI0 TUIEPTPO(HIO, PACIIPOCTPAHSIONIYIOCS Ha BBIXOAHOM TpakT [TK.

['MraHTCKUI HEraTUBHBIN

Byoer T (>10 mm)

['MranTcKuii HeraTUBHBIA 3yOel T B MPEKOpAHaJbHBIX H/WIM TepenHenaTepantbHbIX
OTBEIICHUAX CBUIETEIBCTBYET O BOBJICUeHUH BepXymku JDK.

[Maronornueckuii 3yder; Q (>40 mc|
/v >25% riryOnHBI

R-BonHBI n/wiu riyouHa >3 MM
XOTs OBbI B IBYX OTBEJICHUSIX, KPOME]

aVR

IAHOMaNbHO TiIyOOKHMH 3yOenm Q B IepemHENaTepalbHBIX OTBEACHUSX, OOBIYHO C
[TOJIOKUTETHHOHN T-BOJTHOH, aCCOLMMPOBAH C aCHMMETpHYHOHU TumepTpodueit JIK.
AHOMaJTbHAsI TPOJIOJIKHUTEIBHOCTE 3yOna Q (>40 ms) accorumpoBaHa ¢ 00JaCTSIMU
(brOPO3HOTO 3aMEeICHUS.

CBoauaTast
cermenta ST B

371eBalys
JlaTepaibHbIX

Y HEKOTOPBIX MAIMEHTOB C alMKAILHON WM JUCTabHON runepTpoduei pa3BuBatoTCs
AIMKalbHble aHEBPU3MBI, HHOTJA aCCOLMMPOBaHHbIE ¢ (GUOPO30M MHOKapaa. Mabix|

PYAHBIX OTBCACHUAX

[pa3MEpOB  aHEBPU3MBI BBIABIAAIOTCS Toibko mpu MPT cepauma, DOXOKID ¢
KOHTPAaCTUPOBAHHEM WJIM BEHTPUKYJIOrpaduu, 4acTO acCCOIMHMPOBAHBI C JJICBAaIHCH
cermeHTa ST B IaTepanbHBIX TPYIHBIX OTBEICHHSIX.

Taoauna II3/T1.

Kannuveckne oco0eHHOCTH M HHCTPYMCHTAJbHbIC HAaXO0AKH, NMO3BOJAIOIIHE

NnpeanoaokuTh 1naruo3 penoxkonnu 'KMII (aganTupoBaHno u3

[Nagueh SF, Phelan D, Abraham T,
S, Nieman K, Sperry BW, Woo A
Hypertrophic Cardiomyopathy. An

Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ, Maldonado Y, Mohiddin
. Recommendations for Multimodality Cardiovascular Imaging of Patients with
Update from the American Society of Echocardiography, in Collaboration with the

American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance, and the Society of

Cardiovascular ~ Computed  Tomography. J Am  Soc  Echocardiogr. 2022  Jun;35(6):533-569.  doi:
10.1016/j.echo.2022.03.012. PMID: 35659037.]
Denokonus Metons! Haxonkn
bosnesnp Knunnueckas | Kak nmpaBuiio B I€TCKOM BO3pacTe, KpailHE PEAKO — MO3/IHEE
JlaHoH CAMIITOMATHKA | HA4aJIo.
CkeneTHast MMOIIATUsA, HAPYUIEHUS 3pEHUSI, YMCTBEHHAs
OTCTaJIOCTh. Y JKEHIIHMH MPH MOo3HeH MaHudecranuu M.0.
W30JIMPOBAaHHAS KapAuainbHas ¢opma.
OKTI M.6. npenBo30yXKICHHE KETYT0IKOB
axoKI’ MaccusHas koHueHTpuueckas [JDK
MPT Bripaxxennast konuentpudeckas [JIK, pacnpocrpanennoe
[THT
Hpyrue X-CBSI3aHHOE JJOMUHAHTHOE HACJIEI0BAHUE.
JI1s1 HOCTaHOBKHM JMarHo3a — UCCIEA0BAHNE KPEaTUHKNHA3BL,
OUOIICHUS MBIIIL, TEHETUYECKOE TECTUPOBAHUE (MYTaIUs B
reie LAMP2)




PRKAG2-
CUHIPOM

Knnanueckas
CUMIITOMATHKAa

[IpokcumanbHast MHOIIATHSI, MUAJITHS, UIIETICUS], paHHEe
pazButue Al'

OKTI’

[IpenBo30yxeHHEe KETyI0uKOB, OI0KaabI HOXKEK mydka ['uca.

®I1, TII. Beipaxennas cunycoas 6pagukapausi, ABb, C-Ab

3xoKTI

Pasnas crenens yBennueHus TommuuHsl Muokapaa JIK.
Cucronunyeckas u auactonndeckas auc@ynkus JOK.

MPT

I'JDK ot MunuMansHoOl acumMerpudHoit 6e3 [THI B
HauaJbHBIX CTAJIUAX, IO BEIPAXKEHHOU C pacpoCTpaHEHHBIM
ITHT" B mo3muux cramusix

Apyrue

AYTOCOMHO-I[OMI/IHaHTHOC HaCJICJO0BaHUC.

Brisasnenue myrarnuii B rene PRKAG2.

ATtakcus
®punperixa

Knunnueckas
CUMIITOMATHKA

[Iporpeccupyromias arakcusi, motTeps NIyOOKUX pedaeKkcos,
MOTOpHast c1ab0CTh, IU3APTPUS, CaXapHBIN Tua0eT.

OKTI’

CHIKeHMEe aMIUTUTY/Ibl WU UHBepcus 3youa T.

Ha,Z[)KCJ'Iy,Z[O‘lKOBLIC U KCITYJOYKOBLIC apUTMUH.

3xoKTI

B nunamuke: koHUeHTpHUeCcKkoe pemoaenupoBanne JOK —
koHueHtpuueckas [JDK (pexe sxcuentpuueckas [JDK) —
munaranus JOK ¢ cucronnueckoit AuchyHKIIEH.

«bnectamas» TEKCTYypa MHUOKapaa.

MPT

Ha pannux craamusx — KOHIIEHTPUYECKOE peMOACIIMPOBaHNE/
I'TDK. Ha no3nHux cTaausx — 3aMeCTUTENbHBIN (prudpo3.

Jlpyrue

AyTOCOMHO-PEIIECCUBHBIN TUI HACTIEIOBAHUSI.
HccnenoBanne cBIBOPOTOUYHOTO YPOBHS anb(a-Tokodepora.

MPT rosoBHOro Mo3ra.

bosnesnp
AHzepceHa-
®abpu

Knnanueckas
CUMIITOMATHKa

[NonucucTeMHOE TIOpaXKeHNE: HEUPOTIATHS, H3MEHEHUS KOXKU
(aHrmokepaToMsl), MpoTenHypus, nporpeccupyromas XITH.
Ceppatie — 00y1e3Hb METKUX KOPOHAPHBIX apTepHil.

OKI’

ITpuznaku I'TDK, n3amenenus penonspusanuu, HapylIeHUe
npoBoauMocTH. [IpeaBo3OyxaeHne KeTyJ0UKOB.

Hpeﬂcepz[HHe H KCITYJOYKOBBIC apUTMUMU.

»xoKTI

Konnentpuueckas nnu acummerpudnas [JDK. Hapymenne
penakcaunu JDK, Hopmansaas @B JDK.

MoskeT ObITh UICTOHUEHHE MHOKap/ia 3a/1He-00KOBOM CTEHKH
JDK B no3nneii ctanuu. ['uneprpodus IDK.

Kancymeeca YBeJ'II/I‘IeHI/Ie Jromaau HaHI/IJ'IJ'ISIpHI)IX MBIIII]
(otHocutenwsHo miomaan JIXK). Jlunaramus Bocxoasiei
AOPTHI.

MPT

[THI" B THIMYHBIX CIIydasiX B CPEIHUX CETMEHTaX OOKOBOM
crerku JOK, He B cyOsHAOKapanansHo. Ha mo3mHux craausx
[THI" B 6a3anbHBIX cerMeHTax Apyrux creHok JDK.
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M.6. xkopotkoe T1 Bpems penakcanuu B MKII.

Apyrue

X-CBSI3aHHOE PEUCCCUBHOC HACIICIOBAHUC.
I/ICCJ'IG,HOBaHI/Ie AKTHBHOCTH anb(ba-ranaKTomL[a:«;H A.

VY MmalipuukoB MaHu(ecTUpYeT B IETCKOM Bo3pacTte. Y
KEHILMH M.0. I03/1Hee Havyalo.

Kapauaneneiii | Knuanueckas | XCH c coxpannoit ®B. Hapymienus purma.
aMUJIOUZ03 CUMIITOMATHKA

[Ipu ATTR - nepudepuueckas HeHponaTus, CAHIPOM
3aIsCTHOrO KaHama.

OKTI’

B 3aBHcHMOCTH OT cTEeleHU HAKOIUICHUS aMHUJIOWIA — HU3KHUHU
BosbTaX QRS (aHOMasIbHBIE COOTHOIIEHUS BOJIBTa)K/Macca),
HapyIIEeHUs MPOBOJUMOCTHU, HAJHKEITYIOYKOBbIE apUTMUU

3x0KT"

Konnentpuueckas ['JIDK, nnoraa Tonmumua MOKIT > 3CJDK.

Junaranus npeacepanii. Y TONIEHNE CTBOPOK KJlallaHoB.
HeGomnbmioit runponepuxap/.

B nHauanbHBIX cTagusax HOpMaJibHasA COKPAaTUMOCTb .H)K, HC
BbIPAKCHHBIC HAPYIICHUA HAITIOJTHCHUA JOK. B IIO3AHUX
CTagusiax - pCCTpI/IKTI/IBHHﬁ THII HAIIOJITHCHU A .H)K, CHMIKCHUC
COKpPaTuUMOCTH.

Cumxenue nponosbHou aedopmannu JIXK ¢ oTHOCUTEIBHON
COXPaHHOCTHIO Aedopmanmu Bepxymku JIK.

MPT

Cy6an010KapauansHoe U TpaHemypaibHoe [THI ¢
OTHOCHUTEJIBHOM HEBOBJIEUEHHOCTHIO BepXymku JDK.

VBenunuenne BHEKIIETOYHOTO 00bEMA.

YBenuueHnHoe Bpems penakcanuu T1.

Apyrue

[Tpu AL- amumongo3e — uccieqoBaHuE MOHOKJIOHATTBHBIX
OEJIKOB Karla 1 JsSM0/1a B KPOBU U MOUE.

[Ipu ATTR — cuunTurpadus xocrei ¢ ouchochonaramu.
buoncus Muokapa Ui abIOMUHAIBHOTO KHpa.

VYBenuueHue ypoBHs TPOIIOHHUHA

Tabnuua I14/I'1. ITapamerpsl nporokona TT-DXOKT -uccienopanus ynanmenrta ¢ FKMII

(apanTupoBaHo us3 [216])

[IapameTpsbl

KommeHTapuu

Tonmmua muokapaa JIK (8 16
cermenTax JIXK)

KommgecTBo rumepTpodupoBaHHBIX
cermenToB JDK

- UM3mepenme tommmHbl creHOK JIXK cremyer mOpOBOAWTE B KOHEYHO-
mracTonmueckyro a3y, IPeANOYTHTEIBPHO — B MAapPaCcTePHAILHON TTO3UIHH IO
KopoTkor ocu JIK (kenmaTenpHO TONIIMHY MHOKapJa B THIEPTPO(PHUPOBaHHBIX
CETMEHTaX OIICHUBATh B HECKOJBKUX MPOCKIHAX, HOM3MEPCHUS B alUKaJIbHBIX
CKaHaX NEPEOLCHUBAIOT TOJIIWHY MHOKapAa W3-3a OTPaHUYCHUN OOKOBOTO
p%&emeHm).

- 30eraTh BKJIFOUCHHS B TONIUHY MuoKapaa [1K-Tpadekyor.

- Kpurnunele mokazatenu: MakcuMmanbHas ToiamuHa creHku  JIK|
(ctpatudpukanus pucka BCC) W TONIIMHA CTEHKHM B MECTE MHUTPAJIbHO-

cenranbHOro Konrakra (Beioop CMD-DCA).




Tun runeprpodun JIK Tatrepn
Mopdomorun MOKIT

ACHMMETpUYHAsl, CHMMETpUYHAs, allMKajbHas, CpeIHE-KeIyI0uKOoBasd,
npyrue otaenst JIK.

Mopddomnorus MXKII: nBosKOBBITYKIIas, CHTMOBUIHAS (S-00pa3Has),
runeprpodus BcenMIKII.

Tonumna Muokapaa [TK

O1eHNBAIOT B 0a3aJIbHBIX, CPEIUHHBIX U AlTMKAIBHBIX CETMEHTaX (HOpMAaJbHBIC
[pazMepsl <5 MM B n300paKeHUHN MapacTepHAIFHOM IO JUIMHHON OCH Ha YPOBHE|
XOpII TPUKYCHHIAIGHOTO KiamaHa). V30erats BKIIOUCHHS SMUKAPIHAIEHOTO
bkrpa B m3Mepenne muokapaa IDK.

Tekctypa muokapna JIK

«bnecTsammii», rpanyIsIpHOCTS (U1 ucKmodenust penoxonuit 'KMIT).
Hanmuue kpunt muokapza (npu MPT Gosee ToyHast TMarHoCcTuKa).

3Mepenue pasmMepoB U
onpenenenne oopemoB JIK

KP*, KCP, K10 u KCO

*[Ipumeuanue: npu S-obpaznoit MXKII KJIP ciexyer u3Mmepsrs B 2 BapuaHTax
— Ha ypoBHe 0a3anbHbIX cermeHToB JIDK 1 Guvoke K cpeiMHHBIMCErMEeHTaM, T1¢
oH MakcuMaieH (cM. pekomerganmuu ASE 2019)

13mepenue pazmepos [DK

B napacTepHaqbHON U allMKAJIBHOW MTO3ULIMK

3MepeHne pa3MepoB u
onpenenenne o6bemoB JIIT u T111

Yeenumuenue JIIT oTHOCHTCS K AOMONTHUTENBHBIM (hakTopam prucka BCC

OueHka TOJIIIHBI
MEXIIPEICEPAHON IEPEropoIKI

I uckmouenus Gperoxonuii 'KMIT (amuton103)

BuzyanbHas OlEHKa KUHETUKHU
Muokapaa JOK u IDK

BrisBiieHHe 30H HIleMuH /epeHeceHHoro UM

BusyansHas orenka kianmaHoB(MK,
AK, TK, 1K)

3MepeHue NIUHbL IepeaHeil
cTBopku MK

Ouenka SAM-cunapoma

Ocoboe BHuManne — MK:

HaJIM4YMe TepeJHe-CUCTOIMYECKOTo MIBIDKeHHs cTBopok MK, Hanugue
MUTPAIbHO-CENTAIBHOTO KOHTAKTa (BakHast xapakrepuctuka I' KMII, Ho Takxe
MoskeT HabmonaThes He npu ' KMII y mannenToB ¢ manenskuM JIXK He3aBHCHMO
or Hamumuusa [JDK, mnpm runoBomemun, mOCAe KapAHOTOPAKaIbHBIX
XMPYPrHIECKNX BMEIIATEIHCTB)

eCcTh JIM yminHeHue (M30bITOYHOCTh) cTBOpok MK, Hammume M CTeneHb
mpoadrpoBaHus cTBOpok MK.

[To cTreneHu BeIpaXKeHHOCTH SAM-CHHIPOMA BBIIENAIOT:
- Heboupioe [ICI] MK — HeT cenTalbHO-MUTPAIbHOTO KOHTaKTa
- YMEPEHHOE — MUTPAJIbHO-CENTANIbHBIN KOHTAKT < 30% JUINTEIbHOCTH CHCTOJBI

- BEIpaXKEHHBI SAM-CHHIPOM - MUTPaJIbHO-CENTANbHbIA KOHTAKT >30%
TUTETEHOCTH CHCTOJBI

Hanymnﬂpﬁme MBIIIIIBI

[Konm4ecTBO, €CTh JIM JUCIOKALIUS

Hanmnune u crTemeHp O0OCTpyKLIUY]
BTJIK WIu CpEeJNHHO-
PKeITy TOUYKOBOH 00CTPYKIINH

Peructpamust kpoBotoka yepes AK/BTJIDK — mnarrepH nonruiepoBCKOro
criexTpa 1 BennunHa ['J[ B BTJDK.

CrnenyeT UCHONb30BaTh CIEIYIONINE (I)(ZTJMyHbI s pacueta 'l 8 BTJDXK:
lypaBHenue bepuymun Ap = 4 X X/ max , €cim MOXXHO TOYHO H3MEPHUTH
CKOPOCTh K&osomga B HI}ETH orroka JIK; dbopmyna knuanku Meiio «Ap = [(4
X max MP ) + p JIII] — cucremHoe cuctommdeckoe AJll», ecin
HamMgie BBIPAXXEHHON MUTPaIbHOW pEryprUTallMid HE II03BOJSIET TOYHO
M3MEpPUTH CKOPOCTh KpoBOTOKA B IyTH oTToKa JDK (pJIIT — naBnenune B eBoM
[peacepany, NCTIoNb3yeTcss KOHCTaHTa — 20 MM PT. CT.)

Heobxoxnmo ybeanuTbest, 4To perucTpupyercst Tonbko kpoBoTok B BTJIK u
HE «3aXBaThIBACTCS» TOK MUTPAIBHON perypruTaiyy.

Ecin B mokoe I'Zl B BTJDK <30 MM pr. cT., cieqyeT HpPOBECTH
TPOBOKAIIMOHHYIO MPO0Y BasibcabBEI.

VY Hekotopbix manuentoB BeamyuHa ['J] B8 BTJIXK OGonbmie B monoxeHun
CHJISL U CTOSI, UeM JIeXka, I0ITOMY Heobxoaumo u3MepeHue I'J] u B nosnoxeHny|
[aryenTa cTosl.

Ecin B monokeHNH Jieka y manueHTa npoba BanbcansBel oTpHIaTensHa, TO
[HE00X0IMMO POBECTH POOY TAK)KE B TIOJIOXKEHUH MAITHEHTA CTOSL.

EcTe 11 00CTpYyKIUS BBIXOJHOTO
rpakrta [DK

Peructpanus ckopoctukpoBotoka B BTIIK 1 Ha ypoBHE cpeJTHUX CETMEHTOB
TK

Or1eHKa KJIaITaHHOH
perypruraiyu, ocooeHno MP.

[Tpu MP, o6ycnosnennoii [IC] MK, Tok, kak npaBHJIO, HAPABJICH JaTEPAILHO
1 K3a1u, a creneHb MP nponopuuonansHa BeipaxeHHOCTUIIC]] 1 MUTpanbHO-
CENTaIbHOMY KOHTAKTY.

Eciu HampaBnenne Toka MP atummyHo wim He mnponopuuoHansHa [1C/,
BO3MOXKHAa caMmocTosTenbHas marosoruss MK; 3To KpuTw4HO a7 BBIOOpA

XUPYPTHYCCKOTI'O WK SHAOBACKYJIIPHOI'O METOJAa JICUCHMUS.
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MccnenoBanme  cucronmmdeckoir  |[PB JIXK wacto cBepxHOpMasibHA, 0cOOCHHO Tipu MajieHbkoM JIK, aTo MoxeT He
dynaxun JOK u TDK KOPPEKTHO ~ OTpaXkaTb ~ COKPAaTHMOCTb ~ KapJMOMHOLIMTOB. bomee  To4YHbI
mpoxonbHbIA 2D-Strain u TkaneBas momuieporpadus (s’<4 cMm/c — IPEIUKTOP

azuTist XCH u nnoxoro_npomosa{_.J
]zlﬂﬂ ITXK: TAPSE, 2D-strain crenku [1K.

cciienoBanye TUACTOIHYECKON Cormacuo pekomenmammsiv ASE u EACVI (2016) mpu T'KMII crenyer
¢byrkann JDK OLICHMBATH CTENeHb IHACTONMYeCKOoW mucyHkumu. KirodeBoil mapamerp,
muacronuueckor auchynkimu JIXK — naBnenue wamomuenus JOK (KO JIXK).
Ero HenHBa3uBHas orieHka MHorogakropHa. [To pexomennamusim ASEun EACV]
(2016) mpu I'KMII BeiBOA 0 mossitienuu KJIJI JDK cnenyert, ecnu:

1. cp. E/e’ >14 cwm/c,
2.  pa3HHIA AIUTEIBHOCTU PEBEPCUBHON BOJHBI A B JIETOYHBIX BEHAX U BOJIHEI
A TpaHCMHUTPAJIHHOTO KpoBOTOKA (Ar-A) >30 mc,

3.  uHuekc oorema JIIT >34 mu MJI/MZ,

4. MUKOBasi CKOPOCTh TPUKYCHHAAJIbHOU peryprurtanuu >2,8 m/c (CIJIA >

35—40 MM pT.CT.)

Boee moxpoOHO 00 anropuTMax OICHKH IHACTONMYECKOH NTHCQYHKINH B
[PA3HBIX KIIMHAYECKIX CUTYyausaXx — cM. pekomeHaanun ASE/EACVI (2016) mo|
rccieoBaHui0 quactoiandeckoi dhyakuun JIK.

OueHka npononeHoil  |C moctpoeHneM cermenTapHoi cxembl-muuieru JUK (bull's eye). ITattepHs!
nedopmanuu JIXK (2D-strain) 2D-strain paznununsl npu [’ KMIT un dpenokonmsax I'KMII.

OneHKa HaU4Yus )KUIKOCTH B Vcxmrouenne ¢perokonmit ' KMIT (xapakTepHO s KapJuaIbHOTO

[IOJIOCTH NepUKapaa AMMIION[1033).

Ouenka guamerpa U  cTeneHuHeobOxomuma s pacuera CIJIA.
KOJTAOUpOBaHHUS HWXKHEH  TOJIOH
BEHBI

Ta6auua [I5/T1. Jononnutenbnbie onuun npu IXOKT

Onuust [lesb Hcnoab30BaHMs
Ouenka npoponbHOl nedopmaruun JDK (2D-strain) C nocrpoeHnem cermenraproi cxembl-mutern JOK - (bull”s eye). ITarreprst 2D
strain pazmuanel npu TKMIT u penoxormsax'KMIT

3-D pexoHCTpyKIHs Onenka mopdonorun MK as1s BEIGOpa XUPYprudecKoi TaKTHKU

Taoauua [16/T'1. 3a6oaeBanust (kpome OI'KMII), npu KOTOPBIX MOKeT PErHCTPUPOBATHCS
ooctpyknus BTJIZK u SAM-cunapom (IICI MK)

(amantupoBano U3 Nagueh SE, Phelan D, Abraham T, Armour A, Desai MY, Dragulescu A, Gilliland Y, Lester SJ,
Maldonado Y, Mohiddin S, Nieman K, Sperry BW, Woo A. Recommendations for Multimodality Cardiovascular Imaging
of Patients with Hypertrophic Cardiomyopathy: An Update from the American Society of Echocardiography, in
Collaboration with the American Society of Nuclear Cardiology, the Society for Cardiovascular Magnetic Resonance,
and the Society of Cardiovascular Computed Tomography. J Am Soc Echocardiogr. 2022 Jun,;35(6):533-569. doi.
10.1016/j.echo.2022.03.012. PMID: 35659037)

[Hoxwuinble nanuenTsl ¢ couetanuem Al, curmoBuiHoN MXKII u runepaunamuyunbsiv JDK

Komnencaronas runepcokparuMocTs 0azanbHbIX cerMeHToB JIK mpu 0. BepxymeuyHom
nH(papKTe MUOKap/a

KMIT Takoiy0o ¢ TunepcoKpaTiMocThbio 0a3anbHbIX cerMeHToB JIK

MaccuBHas KaHBHI/I(i)I/IKaHI/IH 3aHHUX CECTMCHTOB MUTPAJIBHOI'O KOJIbIIa

[Tocne xupyprudeckux u 3HAOBACKYISIPHBIX BMelIarebcTBax Ha MK
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[Tocne npore3upoBanus AK y naiueHTOB

¢ I'JDK u runepaunamuaasiv JIK

[Toxunple Nau¥EeHThl C AHEMUEN, TUITOBOJIEMUEH, TAXUAPUTMUSMU, CEIICHCOM

Hcnons3oBanue [IpcCIiaparoB: HHOTPOIIbI, Ba30AHUJIaTATOPbI, CAMIIATOMUMCTUKHU

[eperpyska nasnenuem [IK (o6octpenne XOBJI n/umn OP/IC)

®enoxoruu ['KMII (kapauanpHbIii aMuiion103, 6one3ns Gadbpu)

Taomuua I17/T'1. Ixoxapauorpadguyeckune
¢penoxonuu I'KMII (aganTupoBano u3 [4

0006CHHOCTH, MO3BOJHAIOIIHEITPEANOI0KUTD THATIHO3

)

Oco0eHHOCTH

KommenTapuii

Y Tonmerne MexnpencepaHol IeperopoIKu

IAMHIIONT03

YTommuenue ctBopok MK

IAMIITON 103, 60J1e3Hh AHAEepcoHa-Dadbpu

[umeptpodus ceodbomnoit crerku [1DK

IAMHITONI03, MHOKapauT, Oomne3nb Amnnepcona-dabdpwu,
cunapom HyHan

[lepukapananbHbIA BBIIOT

AMI/IJ'IOI/IZ[OS, MUOKApAUT

YBenuueHue 3xoreHHocTy Muokapaa JOK

IAMHIIONT03

Konuentpuueckas I'JIK

MUTOXOHIpHUATBHBIC OQIC3HH,
amuI0K 103, 00J1€3Hb AHmepcoHa-DabpH, MyTalMd B TeHE
PRKAG?2

(JKcTpeManbHas koHmeHTpuueckas [JDK

(TonmuHa cTeHoK >30 MM)

bose3ns Jlanona, 6one3ns [Tomre

[moGanenast runokunesus JDK (¢ Hammumem wiy|
oTcyrcTBHeMaunatammu JIK)

MUTOXOHIpUATbHBIC OOJIC3HH, aMUIOHI03, MYTallid B TI'CHE
PRKAG2, bonesns [lanoHa, MHOKapauT, mo3auss cragus ['KMII,
601e38p AHzepcora-Pabpu

OOcTpyKIust BeixoaHoro tpakra [DK

CunnpoM HyHaH 1 accoruMpoBaHHBIE CHHIPOMBI

Ta0mauna I18/T'1. IlapameTpsl, KoToOpbie HeoOxonnMo oueHuTh pu MPT cepana y manmenra ¢

I'KMII

CTpyKTypBI [lapameTpsl

VDK KJIP, KCP, ®B, macca muokapja
Hanuuue HapymeHuii cerMeHTapHOro cokparienus Mmuokapaa JDK

BTJIK |Anaromunueckue ocooenHoctn BTJIK, tuma u mecra obctpykuunu B JOK
Benmnmunna kool ckopoctu/I'J] B BTJIXK (hazoBo-konTpactHas MPT ¢ kogupoBaHnem
CKOpPOCTH)

TK KIP, KCP, ®B, pazmepsl, Hanmuue ooctpykiuu B BTIDK

Muoxapn JOK - Tonmunaa Muoxapaa J1eBOro kelyjgouka B JuacToiy no kopotkoi ocu JDK cormacHo
17-TH cerMeHTapHON MOIEITH
- Jlokanm3anus/pacripoCTpaHEeHHOCTR/KOJIMIECTBO THITEpTPOdupoBaHHEIX cerMeHToB JIK
- mop¢onornueckuit Tun 'KMII (acumMeTpuyHas, CHMMETpUYHAsI, allUKaJIbHAS,
CpeIHEeKeITy TOUKOBasT)
- _natrepH Mopdosorun MXKII (1BosSKOBBINYKIIas, cCHrMOBHIHas, Bcsi MOKIT)

[Tosnuee Hakomnenne  [Hamuuwe, matrepH, pacnpocrpanenHocts ITHI B % ot ob6mieid maccsl Muokapaa JIDK

raJONNHUS




MP u TP Hanmnare MUTpampHONH M TPUKYCIHOAJIBHOW pPErypruTaliy, CTEIeHb, (ppaxims
peryprutanuu
Amrmapat MK  |Ctpoenue, onmucanne aHOMalni (CMeIIeHNe/«pacIIeIUIeHNE TOJIOBOK ¥ THIEPMOOMIEHOCTH,
(CTBOpKH,  XOpPJBI, MANUBIPHBIX MBIMI), cBs3b ¢ o0cTpykuueit BTJDK u MuTpanpHO# perypruramnuei
MANIISIPHBIE MBIIIIHI )
UIIT u TIT1 Pasmepbl
JlononHuTenpHbIe [Tpu uianupoBannu CMD - uneHTUGUIUpOBaHE «KpunT» y nanueHtoB ¢ ['KMII ¢
QHOMAaJINN yKa3aHHUEM KOJHYECTBa U IIyOHHBI 1e(DeKTOB
5712
5713  Tabauna I19/'1. BapuanThl Harpy304HbIX TeCTOB
5714
Harpy3ounblii TecT Annaparypa aiaa  |[[lokazaHusi/uenab
Harpy3Ku
Harpysounsrii TECT c Tpemmn Crparuduxanus pucka BCC
peructparnmeit OKI' u AJ] Benmospromerp(pexe)
- Tpeamun - JIMarHoCTHKa JaTEHTHOH 00CTPYKINH
Crpece-9XOKE (Jlexauniiy - %TpaTI/I ¢uxanus pucka BCC (nitnamuka A/l u I'J])
- VHaynupyercs M HieMHsi MUOKap/aa
BCIIO5ProMeTp - Ouehka >((GeKTUBHOCTH IIPOBOAUMOM Tepanuu
- [lnanupoBaHMe JMarHOCTHYECKUX MEPONPHATHH Y|
MalMeHTOB ¢ OoyisiMM B 00JacTH cepiua (HeoOXOAUMOCTH
KAT)
JprocrnupomMeTpus Tpenmun [Tpu rulaHUPOBaHUU TPAHCILIAHTAIIMY Cepla
5715

5716  Ta6mmma I110/I'l. [luarHocTMKka Yy PpOJCTBEHHMKOB MNpo0aHaa, HOCHTeNell MyTainui
5717  renorumn(+)/penorun(-) B noruneprpoduyeckoii craauu (agantuposano u3 [173])

ITHONaToreHes MeToabl AHArHOCTHEN [ HAXOAKH
MyTalwuMa B rede,
KO HPYIOLLEM .. - TeHeTHYeCKHA aHanms
capHoOMEpPHbIA Benow
a
¢ .g. INOHTfMPT:
Hedext capromeproro aHomanan MK W nanuanapHsx
Benra E MBIWIL,  HEQWANTH MAOKEPAE
‘L § IXOMT:
= J- CHOpOCTHBIE NOKasaTeEnW NpM
- THAHEBOH gonnaeporpadum
Hapyweuue o /-a
coepatimoctn KMLL E‘ .ﬂ Jr nedopmauwa muorapna S
- o /
. | =
Disarray o - i } Hamenenna Ha IKT
v /
Pubpos H— MPT: m.0. 30w MHI
MMneptpodms |
5718 | pTPOd
5719

5720  Tabauna I111/T'1. ®akTopsl pucka pasBuTHA MHPApKTa MHOKapAa 2 Tuna ynauueHtos ¢ 'KMII



5721

n
bBasoBble yC/N0BUA: d)::::::.pvloume
CreHos KA dakTops! : t;x:zapnua
< 50% XPOHUYECKOM i
(8 crapweii SR cTpecc
7“ - MuoKapaa * |- varpysxa
tsms * dakTopbl
Komop6uz, DEn [HAAE CHMKEeHUA
nepdysum
e [INocA) MuF:)?(yapAa
MM 2 tuna (MINOCA) /

OCTpoe noBpeXxaeHue MUoKapaa

5722
5723  Taomuua I112/T'1. Cxema quddepenuuanbnoro guaraoza 'KMII nb6azanbHoi cenTajbHOM
5724  runeprpodum (agantupoano us [437])

S-o0pazHan VN
TomuuHa nepegHe-5azansHore cermedTa WA > 12 mm
OTHoweHHe TV GazaneHbld cermenT) / TMHN (cpegHmMH cermenT) = 1.5
HeT CemelHeld aHamHez TKMIM/BCC Aa
HeT KnvHU4YecKaa cMMnTOMaTHHA A3
HeT Obetpykyua BT/IXK, NCO MK A2
HeT TMHNO > 1.5; T3CAH >1.1 Aa
«BbINyKNOCTE?
Y - HeonpegeneHHo TEMMN
6asanbHoir MM

1 v 1

HeT MHI npw MPT Aa
HeT MEWYMHHEA MYTALMA NPH TEHETHYECHOM TECTHPOBAHHH Aa
HeT ddisarray® HapgUOMHOUMTOE npw Duoncuk muoeapga Aa
5725
5726

5727  Tabmmuna I113/T'1. {npdepenunanbnaa nuarnocruka 'KMII n cnoprusnoii IVIK



5728

5729
5730

5731

5732
5733

CnoptcmeH, T, TonwmHa cteHKU JTK > 13 mm

FTKMnN

CnoptreHaa MK

*  Hewcuwid non
= 3Kl natrepue FTKMIMN

NPEEPALLEHWA HATPYIHM

= CemedHmd anamues THMI

= 2XOHKL MPT: KOP NiH<45 mm;
acummeTpuuHan [NH; OTC »0,5; eaw
npasdno y cnoptcmedos Het NMCHO ME;
awnactonmyecekan Od; ectb 304w MHM
(e B HauaneHbix dasax);

=  Crpecc-tectel: VO3 mawc. < 50 -
mafurfmun wan < 120% osmpacmon;
m.G. HHP; m.6. J-Afl wnw vegocr.
NPHUPOCT Ha MHKE HarpysH

* HeT yMEeHblWEHNA TONWMWHBI CTEHOK =
JTHK yepes HECHONBHO MECAWEE nocne

*  Her cemelHoro avamuesa FHMIM

= 3JHI: sonbTamublie NnpusHakn T

= JXOHI u MPT: HOP Mi#=45 (55) ram;
acummerpuynan [MH; OTC < 0,5;
HeT MNCO MK; cynpanopmansHaa [Ad
Nt (yeenuyedne cHOPOCTH pavHero
vanonnenma MK); s’ > 10cm/c;

et 3o MHT;

Crpecc-tectoi: VO3 mawc. > 50
mafer/mun wam > 120%
oMompaemon; Het HHP;
vopMmanedan peaduyMa AJ]
YmeHblWeHWe TOAWKMHBl cTeHor JTH
Yyepes HECHONBRD MECALEE noche
NpPeXpalLeEHHA HarpysKEH

Tabmuua [114/T'1. OrpanuveHusi B MeToAaX JMArHOCTHKH NPH OepeMeHHOCTH

MeTtox OrpanuyeHust YyP Y 1L
OKT Her orpannuenuit 1 C
(DIeKTPO-(HU3NOIOTHUESCKOE Mo>keT OBITH BBITIOJHEHO 10 KU3HEHHO BAXKHBIM |3 C
icciieJOBaHNe MOKa3aHUsIM
SXOKT TT-DXOKI' — HeT orpann4eHui 1 C
UIT-OXOKIT — ecnu TT-DXOKI' HegocTaTO4HO
U1 TIOCTQHOBKM JIMarHo3a WM JeTalIu3alny|
HapyLIEHUH.
MPT bes ncrnonb30BaHus KOHTpacTa (TaJ0JHHNAN) MOXKET|2 C
ObITh BBIIOJIHEHA B chydae, ecian IDXOKID
HEJJOCTATOYHO JIJIsl IOCTAHOBKH JIMarHo3a
KT/MCKT Mo>keT OBITH BBHIITOJIHEHA 10 )KH3HEHHO BAXHBIM |3 C
MOKa3aHUAM
IPerTrenorpadus OpraHoB Mo>keT OBITH BBINIOJHEHA B CIIydae, €CIH Jpyrue|3 C
TpyJHOM KIETKH METO/bI 00CIIeIOBaHNST HE MOTYT OOBSCHHUTH T'€He3
OJIBIIIIKH
Tabauua II15/T'1. VYnpoumennas  MoaeJb KJIMHUYECKHUX BAPHAHTOBTECYCHUS
I'KMII



5734

5735

5736
5737

5738
5739
5740

5741
5742

5743

5744
5745

5746
5747

5748
5749
5750
5751
5752
5753
5754

5755

5756
5757

feHeTHyeckni AcumnTomHan AcMMNTOMHAER
aedext —p|  AOTUNEPTPODUNECKAN === rUnepTPOPUHEcKan CTAAUA
cragma (+/- o6cTpyruma BI/IK)
— v "
MENYA0uKoBanA
cBcrmiinen JO » CumnTomHas Maneisiit
runeprpodudeckan | JUK +sbipax.
CrabunsHoe cragus obcrp. BUDK
TeyeHue € /- obcrpykuma BIIK +
= [ «xnaccuseckmit mopdo- \ 4
Oyum.noumuuﬁ oemmm:l \ﬁ
l + > BCC
+on + HWemMuA, T
CTeHOKapAua, l

MM 2 tnna >
¢ HebnaronpuatHoe
Mncynst 4 pemoaenuposakne

K
) 4 XCH II-IV cT. - =
AnukanbHas a OBw250% > OBmk<50% crapua)
anespusma JIK KypabensHan [ pedpaxrepHan

Ipunoxenne I'2. IlIkanabl oneHKH pucka

Tabmuma I11/1'2. IIkana nNporHo3MpoBaHMs BEPOATHOCTH OOHApPY/KeHHUS TeHETHYeCKHX
BapuanToB npu 'KMII (axantuposano u3 [170])

Ha3Banme Ha pycckom si3bike: lllkana mporHo3upoBaHHs BEPOSITHOCTH OOHApPY>KEHUS
reHeTudeckux BapuanToB npu ' KMII

OpuruHajnbHOe Ha3BaHMe (€CJIH eCTh): HET

Hcroynux (opnumanbHBIN caiiT  pa3spadOTYMKOB, nyoJauKanus ¢
BaJMaanMen):

[Ingles J. Non-familial hypertrophic cardiomyopathy prevalence, natural history,and clinical implications.
Circ Cardiovasc. / Ingles J, Burns C, Bagnall RD et al. //Genet. 2017:10].

Tun (mog4epKHyTh):

—  IIKaJia OIIEHKU

—  HHJIEKC

—  BOIIPOCHUK

— gpyroe (YyTOYHHTb):

Ha3znayeHnue: KIMHUYECKUH HMHCTPYMEHT Ui IHPOTHO3UPOBAHUSA  BEPOSATHOCTHU
oOHapy’XeHUs reHeTH4YeCKUX BapuaHToB npu [’ KMIT
Conepxanne (adaoH):

[lepemenHas IEaJmm
Bospacr, net 20 0
20-29 L1
30-39 -2
4049 -3




5758

5759
5760

5761
5762

5763

5764
5765

5766
5767

5768
5769
5770

5771
5772

5773
5774
5775
5776
5777
5778
5779
5780

5781

5782

50-59 -4
60-69 -5
70-79 -6
80 -7
DKeHImHEI -4
IApTepuanbHas TUNEPTEeH3US 4
«JIBosikoBeIykiast» popma MIKII (aHrn. «reverse curvey) 5
CoorHotenne Tonmuuasl MOKIT/ 1,46 0
3CJDK
1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4
Kirou (MHTepnperanus):
Cymma 0ayoB <2 mpeacKa3blBaeT HU3KYIO BEPOSATHOCTh OOHAPYKEHHS TeHETHIECKUX BAPHAHTOB B MIPUUMHHBIXTCHAX,
HanOoee pacrpocTpadeHHBIX pu [ KMIIT

Tabauua [12/T2. HCM Risk-SCD. llkana ouenku pucka BCC y manuentos ¢cI'KMII
(eBpomeiickasi MO/eJIb)

Ha3zBanue Ha pycckom sisbike: HCM Risk-SCD. IIkana onenku pucka BCC y manueHnToB ¢
I'KMII (eBpomeiickas MOJENH).

OpurunaiabHoe Ha3Banue (ecau ectb): HCM Risk-SCD

Hcrounuk (opnumanbHbIH caiiT  pa3spadOT4YHKOB, nyoJauKanus ¢
BaJIManuen):

[O’Mahony C. A novel clinical risk prediction model for sudden cardiac death in hypertrophic cardiomyopathy
(HCM Risk-SCD). / O’Mahony C, Jichi F, Pavlou Met al. // Eur Heart J. 2014;35:2010-2020].

Liebregts M. Validation of the HCM Risk-SCD model in patients withhypertrophic cardiomyopathy
following alcohol septal ablation / Liebregts M,Faber L, Jensen MK et al. // Europace. 2018;20(F12):198—
203].

«KanbkymsiTop» Ha caire http://doc2do.com/hcm/webHCM.html
(http://doc2do.com/hcm/webHCM.html)

Tun (mox4epKHyTH):

— mIKaJia OIICHKHN

—  MHJIEKC
—  BOIIPOCHHK
— Japyroe (yTOYHUTb):

Ha3naueHue: KIMHUYECKUN MHCTPYMEHT JJIsl Mporuo3uposanus pucka BCC y nmauueHTon
c 'KMIL.


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

5783
5784

5785

5786
5787

5788
5789

5790

5791
5792

5793
5794
5795

5796
5797

5798
5799
5800
5801
5802
5803
5804
5805

5806

5807
5808

Conep:xanue (madJaoH):

IIkana pucka BCC HCM Risk-SCD (eBpomneiickasi MojeJib)

[Toka3siBaeT my4mne pe3yasTarhl y namnueratos [ KMII ¢ Beicokum prckom BCC

Kampkynstop S-netaero pucka BCC Ha ocHOBe MOzieNnH, B KOTOPOU YYUTHIBAIOTCS CIEAYIONINE TapaMeTpPHI:
1.Cemeitnas ucropus BCC

2.Cunkonb13. HY KT

4. Maxkc. TommuHa creHku JDKS.Bospact

6. Jnametp JII17.I'J] 8 BTJDK

[TapameTpsr BHOCcsTCs B «Kanbkymsatop» Ha  caiire  http://doc2do.com/hcm/webHCM.html
(http://doc2do.com/hcm/webHCM.html)

K110y (MHTepnperanus)

IMK/1*** mokasaH, eciu puck > 6%;
IMKJ1*** MoxeT OBITE paccMOTpeH, eciu puck > 4%, Ho < 6%;KJ[***, xak npaBuIio, He mMoKa3aH, eciu puck < 4%.

[[Tkana HCM Risk-SCD 6buta BanuaupoBaHa jjisi HAMEHTOB C mpealiecTByomeit peaykiuein MXKIT meronom

DCA.[175].

Tabmuua I13/T2. Hkana ouenkn pucka BCC y nanuentoB ¢ 'KMII(amepukanckasi
MOJ1€eJIb)

Ha3zBanme Ha pycckom s3bike: Illkana ounenkm pucka BCC y nammentoB ¢ ['KMII
(aMepUKaHCKast MOJIEIIb).

OpuruHajbHOe Ha3BaHMe (€CJIU eCTh): HET

Hcrounux (opuumaabHbII caiitT  pa3padoTYMKOB, nmyoJMKanus c
BaJMaanMen):

[2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy: executive
summary: a report of the American College of Cardiology Foundation/American Heart Association Task
Force on Practice Guidelines // Circulation. 2011; 124(2):2761-2796.

Goff ZD. Sudden death related cardiomyopathies — hypertrophic cardiomyopathy. / Goff Z.D., Calkins H. //
Prog Cardiovasc Dis. 2019;62(3):212— 216].

Tun (mox4epKkHyTh):
— LIKaJia OLIEHKU

—  HHJOEKC
—  BOIIPOCHHUK

— gpyroe (YyTOYHHTB):

Ha3znaveHue: KIIMHUYECKUU MHCTPYMEHT JJIsi NporHo3upoBanus pucka BCC y nanmeHToB
c 'KMIL

Conep:xanue (madaoH):

[Ixana pucka BCC (amepukaHckasi MoJ1eJib)

DaxTopsl pucka BCC



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

/lokazaHHbIe (haKTOPHI

pHcka 1. IpenotBpamiennas BCC (BpDKHBIIME TOCIIE OCTaHOBKH cepaua Bcaencteue OT wmm
BCC

DIK)

2.  CnonranHas ycroituusas KT

3.  Cewmeiinas nuctopus BCC Benencraue [ KMII

4.  MaxkcumanbHag Toimuaa cteHkn JIDK >30 MM

5. HeoObscHMMas CHHKOIIA B TE€UEHHUE MOCIEIHUX 6 Mec.
6. HYXT > 3 xomimiekcon

7. HeanexBatHas peakuusi AJl Ha ¢u3. HArpy3Ky

g/lé)é:[:mbHKaTopHmea \ Bospact <30 et

2. ITHI npu MPT
3.  Hamuune o6ctpyximu BTIDK

4. HeoObsACHUMEBIE CHHKOIIBI B T€UEHUE MTOCIECIHUX 5 JeT

[Toarpynmsl
[TAlCHTOB BBICOKOTO
puckaBCC

=

AnukanpHas aneBpuzma JOK

2. @B JDK <50%

5809

5810  Kumou (uHTepnperanus) k uMimiantauuu MK ***:

DakTopbl pucka BCC(amepukaHckasi Mo/1eJb) MmnnanTanus Knacce no
MK JT*** IAHA/ACC

[MpenorBpamennass BCC (BBDKHBIIME — [OCIE  OCTAHOBKH cep;:[uaJHOKa3aHa
BeneactBue KT mmn OXK)

CuHkomna, BBI3BAHHAsl  CIIOHTAHHOW  YCTOWYHMBOI WIIHIOKa3aHa I
remoauHamMu4ecku 3Hadnmast KT K

T
Hanmmawe xotst 661 1 U3 crneayromux (hakTopos: [moxazaHa I1a

1. Cewmeitnas ucropus BCC Bcneacrsue 'KMIT
2. HeoOpscHUMas CHHKOIIA B TEYEHHUE IOCIIEIHUX 6 MeC.

3.  Makc. tommuna ctenku JDK >30 Mmm

Crnonrannas HY KT + oKa3aHa T1a
x0T ObI 1 U3 (hakTOpoB-MOAM(PUKATOPOB PHCKA WM TALMEHT BXOJIUT B
rpymniy Beicokoro pucka BCC

HeanexBatHast peakuusa A/l Ha pus. Harpy3Ky + HOKa3aHa e
xoTs1 061 1 U3 pakTOpOB-MOAM(PHUKATOPOB PHCKA MM MAMEHT BXOIWT B
rpymiry Beicokoro prcka BCC

Crnontannas HY KT wim vHeanekBatHas peakius AJl Ha ¢u3. Harpy3ky [PaccmoTpeTh b
0e3 OTIOTHUTEIBHBIX (PaKTOPOB PHUCKa BO3MOKHOCTB
BrisBieHHast MyTanus acCOIMUpoBaHa ¢ BEICOKUM puckoM BCC, 6e3 PaccmoTpeTh i
npyrux ¢akropos pucka BCC BO3MOXHOCTb

5811
5812  Tabmamuna I14/T2. CHA2DS2-VASc. llIkaJia oneHKn pucka TpoM0O03IMO0JINYECKUX OCT0KHEHUH Y
5813 maunueHTOoB ¢ GpUOpH/IsiNUel/ TPpeneTaHueM Npeacepani



5814
5815
5816

5817

5818
5819
5820

5821
5822
5823
5824
5825
5826
5827

5828
5829

5830

5831

5832

5833

Ha3zanue Ha  pycckom  s3bike: CHAZ2DS2-VASc. Illkana  OIGHKHM  pHCKa
TPOMOOIMOOJIMUYECKUX OCJIOXKHEHUH Yy TIAallMeHTOB ¢ (GUOpWUIAIUEH/ TpeneTaHueM
npeacepau

Opurnnaabnoe HazBanue (ecam ecth): CHA2DS2-VASc

Hcerounuk (opuuuaabHbIN caliT pa3padoTYMKOB, MyOJHKaNMs cBaauaanmei): /Olesen, Jonas Bjerring,
et al. Validation of risk stratification schemes for predicting stroke and thromboembolism in patients with atrial
Sfibrillation: nationwide cohort study. Bmj 342 (2011): d124].

Tun (Moa4epKHYTb):

—  [IKaJjia OLICHKH

—  HWHJIEKC

—  BOIIPOCHHUK

— Japyroe (yTOYHHUTH):

Ha3HauyeHHe: KIIMHUYECKUW MHCTPYMEHT JJIs1 IPOTHO3UPOBAHUS PUCKA UIIIEMHUYECKOTO
WHCYJIbTa U CHCTEMHOT'0 TpOoMO03MOo0Im3Ma 1pu GuOPpUILIIIMUTPEACEPAUN
Conep:xanue (mad/aoH):

DaKTOp pUCKa baJibl

I/IHCYJ'ILT, TPAH3UTOPHAs HIIEMUYCCKaAA aTaka Uih apTepuajibHasi TpOM603M6OJ'II/I$I BaHaMHe3e (2

Bospact >75 net 2
IApTepuaiabHas THIIEPTCH3US 1
CaxapHblii TuabeT 1
3acToitHas cepaedHas HegoctaTouHOCTh/ AucdyHkiwms JIK (B wactHocTn, @B <40%) 1
Cocynuctoe  3aboneBanue (MHGApPKT MHOKapjJa B aHaMHe3e, mepudepudecKuil 1

ATEpOCKIIEPO3, ATEPOCKIEPOTHYESCKUE OIISAIIKA B a0PTE)

Bospact 65-74 rona 1

DKeHckuit moir 1

Kurou (nHTEpnperanus):

Cymma 6asutoB nmo mkaneCHA2DS2-VASc O:xuaaeMasi 4aCTOTa HHCYJIBTOB 32 IT0J
0 0 %

1 1,3%

2 2,2 %

3 3,2 %

4 4,0 %

5 6,7 %




5834

5835

5836
5837
5838
5839
5840

5841
5842

5843
5844
5845

5846
5847
5848
5849

5850

5851
5852
5853
5854
5855
5856

5857

5858
5859

5860

6 9,8 %

7 9,6 %
8 6,7 %
9 15,2 %

Ta6auua IIS/T'2. HAS-BLED. lllkana oneHkn pucka KpoBOTe4eHHS

Ha3Banue Ha pycckoM si3bike: HAS-BLED. Illkana orieHkH prucKa O0JIBIITOT0 KPOBOTCUCHHUS
B TeueHue 1 TOMa Yy TIAIMEHTOB C  (UOpWILIAIUCH/TpEeTIeTaHuEeM IPEeACEepanid,
MOJyYarolUX AaHTUKOAryJIIHTHYIO TEpallvi0 B COYETAaHUM C UHTHOUTOpaMHu arperanuu
TPOMOOLIMTOB UiH O€3.

OpurunaiabHoe Ha3Banue (ecau ectb): HAS-BLED

Hcrounnk (opunmanbHbII calrt pa3padoTYHKOB, nyoIMKanus c
BaJuanMe):

[Pisters R, Lane DA, Nieuwlaat R, de Vos CB, Crijns HJ, Lip GY. A novel user- friendly score (HAS-BLED)
to assess 1-year risk of major bleeding in patients with atrial fibrillation: the Euro Heart Survey. Chest. 2010
Nov;138(5):1093-100

Lip GY, Frison L, Halperin JL, Lane DA. Comparative validation of a novel risk score for predicting bleeding
risk in anticoagulated patients with atrial fibrillation: the HAS-BLED (Hypertension, Abnormal Renal/Liver
Function, Stroke, Bleeding History or Predisposition, Labile INR, Elderly, Drugs/Alcohol Concomitantly)
score. J Am Coll Cardiol. 2011 Jan 11;57(2):173-80].

Tun (MOA4epKHYTH):

—  IIKajJa OLEHKU
—  HHJIEKC

—  BOIIPOCHHK

—  Japyroe (YTOYHHTb):

Ha3znadyeHnme: KIMHUYECKHN HUHCTPYMCHT JId IIPOTHO3UPOBAHHA PHUCKA OOJIBIIIOTO
KpPOBOTCUYCHHUS B TCUCHUC 1 roga

Conepxanne (madsoH):

bykBa DaKTOp pUCKa baibl
H IApTepuanbHas THIEPTEH3UsS 1
A Hapymenue QyHKITNHA TEYeHN WA MOYEeK 1 v 2
S MHCYIBT B aHAMHE3E 1
B KpoBoTeueHusi B aHAMHe3e 1
L UTabunsaocTs MHO 1




E Bozpact (=65 net) 1

D 3110yMOTpeOIeHNE aNKOTOJIEM WM IIpenapaTaMy, MOBBIIAIOIIMA |1 wiu 2
[PUCK KPOBOTEUEHUU

5861

5862  Kuiu (uHTepmperanus):

CymMma 6as1oB no mkaaeHAS-BLED Puck 00Jib1110r0 KpoBoTEeueHHUsl B TeueHue 1 roga
1-2 Huzkuit prck KpOBOTCUCHHUS
>3 BricOKUI pUCK KPOBOTEUEHUS

5863

5864

5865 Tabommma I16/I'2. PexoMeHa0BaHHBbIe JIA0OPATOPHbIE AHAJU3BI M JAUATHOCTHYECKHE
5866  00cJeq0BaHMA IS IOUCKA MOTEHIMAJIBHOIO cy0cTpaTra KpoBoTeueHHs (1epe Ha3HAaYeHHeM
5867 AHTHUKOATYJSIHTOB)

OﬁcnenOBaHne -..

Pa3BepHyTHIN KIMHUYECKWH aHanmu3 KpoBU ¢  VckimodeHue aHeMHHU

ompezenenueM Hb, konuuecTBa SpUTPOLUTOB,  TPOMOOIUTOIECHUH

TPOMOOIHTOB*

(*Ha3HaucHHE AHTHKOATYJISTHTOB HE

PEKOMEHIOBAHO IIPH YPOBHE TPOMOOIMTOB <

20x10%/11.)

lenarocnenuduueckne  depmento:  ACT,  HckI0YMTh NaTOJOTHIO TIEYEHU Her C 5

AJIT, o0 OMITUpPyOUH, [IeJIOUHas
(ocdaraza, oOmmit 6eI0K

KpeatnHuH ¢ pacueToM CKOPOCTH KiIyOOUKOBOM  VCKIIIOYMTh XPOHHYECKYIO 00JIe3Hb 1A A 1
GbunpTpani W KIMpEHCAa KpeaTWHWHA [0  I0YeK, BbIOpATh AHTUKOATYNISHT B
hopmysie Koxkpodra-T'onra 0e3  COOTBETCTBYIOIIEH /103¢

CTaHJAPTU3AlUU K TIJIOIIa 1 MMOBEPXHOCTHU TEJIa

MHO Jns onpeneneHus kiacca naToJIOruu Her C 5
neuenu o Yannna-I1ero

Kinnnandeckuit anamm3 Moun HcknouuTh  SpUTPOLMTYPUIO U Her C 5
MIPOTEHHYPHUIO

330(haroracTpo ryo1eHOCKOTIHS BceM  MCKIIOUNTh 00OCTpEeHHE S3BEHHOU Her C 5

MaIieHTaM ¢  aHaMHEe30M  JKeJIYAOYHO-  OOJIE3HU M HAIMYHE OCTPHIX 3PO3HA

KHIICYHBIX KPOBOTCUCHHH, 9PO3UBHO-

SI3BEHHOTO TIOPOKEHHUsS MHUIIEBONA, KEIyIKa
WM BEHAAIATUIIEPCTHON KUIITKU



5868

5869
5870

5871

5872

5873
5874

5875

Kononockomnus HarueHTaM ¢ JHumsa HWCKIIIOYEHHS MaTOJIOTUH Her C 5
JUarHOCTHPOBAHHOM JKeNe30Ae(PUIUTHON  TOJICTOTO KMIIEYHUKA, IIPEXKJIE BCETO,

aHeMHel, HO OTCYTCTBUEM SIBHBIX UCTOUHHUKOB  OHKOJIOTHH

KPOBOTCUCHUS

KomnprorepHas Ttomorpadumss winm Marauto-  VCKIIIOYNTH reMopparuyeckui Her C 5

pe30HaHCHAs TOMOrpadus TOJIOBHOTO MO3Ta H
MHTPAaKpaHUAJIbHBIX  apTepUil  MaIMeHTaMm,
HEJIaBHO IIEPEHECIINM UHCYJIBT (B IPEIBIIYIIIE
8 Hememp), a TaKkKe MPH BBHIPAKCHHOM
OCTaTOYHOM HEBPOJOTHYECKOM JeduuuTe H

XapaKkTep HHCYJIbTAa U COCYAUCTBIC
Mab(opMarm

OTCYTCTBHUHU NAHHBIX HeﬁpOBH3yaJIH3aHHH

Taonuua I17/T2. Pekomenayemasi 4acToTa 00513aTe/IbHBIX AHAJIU30B KPOBU HA KPEaTUHUH, Y
NAUMEeHTOB, IPUHUMAKIINX AHTUKOATYJISIHTBI.

KpatHocTh

KaTeropml NMAalMCHTOB

1 paz BTOxI

BceMm marmmentam mouoxe 75 ner ¢ uexoxasiM KK>60 mn/mMuH

1 pa3 B 6 MecsIIeB

IMarmenTam >75 JieT, 0COOCHHO CO CTAPUECKOM aCTCHUECH

1 pa3 B N mecsinieB

N=KK/10 (mpumenumo, eciu KK<60 mi/mMuH)

ITo TpeboBanmIO

JlononHuTenpHOE  TMPOBEJCHWE  AHAIM30B, €CIM  BO3HUKIM  Kakue-Iubo
MHTEPKYpPPEHTHBIC 3a00JICBaHUS/COCTOSHUS/TIPUEM TIPENapaToB, KOTOPBIC MOTJIH
MOBJIHATH Ha (DYHKIIUIO MOYEK

IIpunoxenne I'3. Unble

Taénuua I11/T'3. Cungpomanbubie Gopmbl 'KMII 1 nx MostexyJasipHbIi aToreHes

Ho3os10rus (peHoxonus
IC’KMIT)

MOJIeKyJIﬂpHLIﬁ maToreHe3 1 BO3MOKHOCTH 3THONMATOTCHETUYECCKasl TEPallui B
PO

AL -amuitonmos

[lpn AL-aMunongoze KJIOH MaJIUTHHU3MPOBAaHHBIX  IUIA3MAaTHYECKHX  KIETOK
CHHTE3UpyeT B OOJIBIIOM KOJMYECTBE JIETKHEe Lenu (Kamma Wid J1sM0ma)
MMMYHOTJIOOYTMHOB. YBEJIWYEHHE KOHIEHTpAIMK OeNKa-peIIIecCTBCHHUKA BBIIIE
[HCKOTOPOT'O IMOPOTOBOI0 3HAYCHUA MOXKET aBTOMATUYCCKHM MNPHUBOAWUTHL K Haydaly]
(buOpmiioreHe3a M OTIIOKECHHIO aMUIOHAa B TKaHAX. [Ipu atom B 5% ciyuaes
TMarHOCTUPYIOT IPEUMYIIECTBEHHOE IOPAXKEHHE CEP/IA aMIIOUI030M.

Henacnenctenstit (wtATTP)
1 HacencTBeHHBIN (MtATTP)

TPaHCTUPETUHOBBIN aMUJION103

B ocHOBE MOJEKYISIPHOrO MAaTOreHe3a HEHACIEJCTBEHHOIO U HACJIEACTBEHHOIO
TPaHCTUPETHHOBOTO aMWJIOWZO3a JieXaT KOH(QOPMAalMOHHBIE W3MEHEHHS W
Imecrabunu3anust TeTpaMepa TpaHCTUpeTHHa. Jlecrabmnm3anys TpaHCTHPETHUHA
[PUBOAMT K HENPABUIBHOMY (OJIMHTY O€JKa U arperanuy BapHaHTHBIX MOHOMEPOB
TPaHCTHPETHHA C OOpa30BaHWEM TOKCHYHBIX IPOMEXYTOUYHBIX aMHIIOHMIOTCHHBIX
[IPOAYKTOB M aMHIJIOMIHBIX (PHOPHILI.

(OTH MeXaHU3MBI MOTYT HapyIIaThCS C BO3PACTOM, YTO OOBSICHSAET HOBBIIICHUE PUCKA
[Pa3BUTHA HEMYTAHTHOTO TPAaHCTUPETHHOBOTO aMminono3a (WtATTP) y g moxwuioro
1 CTApUECKOT0 BO3pacTa.

Tapamuouc pexomendyemcs nayueHmam ¢ eeHemudecku noomeepoicoenuvim TTP
amunouonot KMIT u cumnmomamu I unu Il knacca no NYHA 0na ymeHvuenus
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CUMNMOMO8, Yucia 2ocnumafm3az4uﬁ 8 C6A3U C cepdeuHo—cocyducmbmu
IIPOSIBJICHUAMU U CMEPTHOCTH.

Tadamuauc pekomeHyeTcs maientam ¢ npuoodperenHoi TTP amunonanoit KMIT
1 cumntomami | wnu I kinacca mo NYHA juis ymMeHbIIeHUs! CHMIITOMOB, YHCIIa
rocrUTagnu3alui B CBSI3U C CEPAEUYHO-COCYAUCTHIMU MIPOSBICHUSMHU U CMEPTHOCTH.

2021 ESC Guidelines for the diagnosis and treatment of acute and chronic heart
failure European Heart Journal (2021) 42, 35993726 ESC GUIDELINES
doi:10.1093/eurheartj/ehab368

-MHH Tadamumuc 20Mr
-AKTUBHOE BEILECTBO-TapaMHUIUC METTIIOMUH
-ATTR nonuueBponarus 6e3 KapAUalbHBIX POSIBICHUI

-MHH Tadamumuc 61mr
- AKTHBHOE BEIIECTBO-Ta(aMHINC
-ATTR kapauomMuonarvst HE3aBUCUMO OT APYTHX MPOSBICHUM MPOSIBICHUH.

Ibonesup Aunepcona-Dadbpu

Myrtarust B rede GLA (onucano 6omee 400), koqupyroieM GpepMeHT a- raJakTo3uIasy|
A (a-Gal A) mpuBOIMT K 3HAYUTEIHHOMY CHIDKCHUIO aKTUBHOCTH (DepMeHTa,
BOBJICYCHHOT'O B METa00JIM3M COHHUHTOTIIMKOIUIUAOB. DTO MPUBOIAMUT K HAKOIUICHHIO
HETUAPOIM30BAHHOTO CyOCTpaTa OJIOKMpOBaHHOW (EpPMEHTHOH peaknuu U
COTIPOBOKIAETCS yBEIMUEHIEM JUCIIa JIN30COM B KIIETKaX, HApyIICHHEM HOPMaIIbHOTO
(hyHKIIMOHUPOBAHUS STUX KIETOK M UX THOCIBIO.

IPaspaboTana sTHONaTOreHeTHUECKas Tepamnus. B PO 3apeructpupoBano 2 npemnapara:
IArancugasa anpda u Arancupgaza Oera

HacnencTBeHHbIE CUHAPOMBI C
['KMIIy moapocTkoB

i MOJIOZIBIX B3POCIIBIX,
CBSI3aHHBIC

c myTtanusmu B reiePRKAG2

PRKAG2 xomupyer HAM®D-akTUBHpPYEMYIO MpPOTEHHKHHa3y-y2. JlaHHBIN OelloK
OTIpesiesIsieT BHYTPUKIICTOYHYIO aKKYMYJISIIHIO TJIMKOTEHA M HApYIICHHS ero (GyHKINH
MOTYT NMPUBOJHUTE K TICEBAOTUNEPTPOPHH KAPIUOMUOLUTOB U 33JIePIKKEHHBOJIIOIHH
HMOPHOHATILHBIX MPOBOSIIHX MTyTeH B MUOKApIE.

[Tpu 5ToM HabmroAaeTcs yactoe coueranue ' KMIT u cunnpoma Bonbda- [TapkuHcoHa-
YVaiita.

bose3ns J[anoHa

MoneKynspHBI MeXaHU3M pa3BUTHA Oose3HN JJaHOHA ocHOBaH Ha nedekxre B LAMP-
2 Oenke, KOTOPBIA OIOCPEAyeT HAKOIUICHHE TIJIMKOI'€Ha B KapAHOMHOLMTAX H
PUBOIUT K ICEBIOTHICPTpOpHU MHOKapaa. Korma cymiecTByeT TI'eHETHYECKHUi
oOycioBnenHelii  mepumur Oenka LAMP2. nHaOmromaetcss — HempaBHIIbHAs
ayTodparnueckas Jerpamauus OenkoB. AyTodarmyeckas aKTHBHOCTH CBsi3aHa C
MaTOTEHE30M pa3HooOpa3HbIX Oone3Heil. CymiecTByeT MHeHHE, 9TO 00s1e3Hb JaHoHa)
00YCJIOBJICHA HACJIICTBEHHBIMH HAPYIIEHUSIMHU ITpOLIecca ayTo(aruu.

IAtakcust @puapeiixa

MouiekynspHbIi naToreHe3 arakcuu Ppuipeiixa 10 CUX HOP SABISIETCS IPEIMETOM
Imuckyccuil. OZHAKO Ha HACTOSIMI MOMEHT yCTaHOBIICHO ydacTue Oenka (hpaTakCHHa)
B MOAJEPXKAHUM TOMEOCTa3a JKelle3a B KIETKE U TO, YTO €ro HeJOCTaTOYHOCTH
MPUBOAMT K MHOXECTBEHHOMY (epMeHTHOMY ne(HIUTy, MHUTOXOHAPHAIHHON
TC(YHKIIMY ¥ OKHCIIUTEIbHOMY ITOBPEKICHHIO.

IRASomatuun CHHJX)OM Hynan
i cungpom LEOPARD)

Myrtanui B TeHaX, KOTMPYIONIMX KOMIOHEHTHI H perymastopel RAS/MAPC
curHaigpHOoro 1yt (RAS/MuTOreH-akTMBHpyeMas IMPOTEMHKHMHA3a) BBI3BIBAIOT
MHO>KECTBEHHBIE HACIeACTBeHHbIE TTOPOKU pa3BuTusi. RAS/MAPC curHaabHBIATYTH
OTBETCTBEHEH 3a Ipoiudeparuio, 1upQepeHIUPOBKY, CTAPEHUE U AIONTO3KIETOK U
0OecTieynBaroIeii ’TUM HOPMAJIbHOE Pa3BUTHE KJIETOK M TKAHEH OpraHW3Ma B IIEJIOM

B 3M6pI/IOHaHBHOM W ITIOCTHATAJIbHOM IICpHUOaaX.

Taénnna I12/T'3. Mopdodynknnonanbueie peHornnsl npu I'KMII
Mopdo-pyHkunoHanbHbIH (peHOTUII Onucanne

[urepTpodudecknii («KIacCHIecKuing) VYmensmennsiit JOK, acummerpuunas [JDK (runeprpodust MXKII),
oocTpykims BTJDK

(CMeIaHHEIH n JTunaraunonHas cragus 'KMII, ymeHblneHre cTeneHu runeprpoduy

(rumepTpodus + nuIaTanys) («BBITOpaHKE)), yMEHbIIIEHNE/ncue3HoBeHHEe oocTpykmnu BTJIDK.
B nunatauvonHoi craguu npu [KMII crenens aunatanuu, Kak
[paBHJIO, HE OBIBAET OOJIBILON.




CMernanHblii n BelpaxkeHHass ~ Aunatanys MOpeAcepAuii, PECTPUKTUBHBIA TUI
(runeprpodust + pecTpuKims) Haronaenust JOK. Moxer 6bITh nipu Manenbkom JIK

CMmemadubii (runepTpodus + quaaTamys Wi
( pTpod a 1 JnnararmoHHas cTagus T'KMII. Bripaxkennas — punatanusy

[nneprpodust + pecTpukiys) pencepauid, pecTpukTuBHbIA Tun HanoiHeHus JIK, ymeHblienue
cTenienu runeptpoduu, nunatupoBanuerii JIK
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5881 mop¢osaornyeckux noarunos 'KMII

5882 (a,Z[aHTI/IpOBaHO U3 Neubauer S, Kolm P, Ho CY, Kwong RY, Desai MY, Dolman SF, Appelbaum E, Desvigne-
5883 Nickens P, DiMarco JP, Friedrich MG, Geller N, Harper AR, Jarolim P, Jerosch-Herold M, Kim DY, Maron MS,
5884 Schulz-Menger J, Piechnik SK, Thomson K, Zhang C, Watkins H, Weintraub WS, Kramer CM; HCMR Investigators.
5885 Distinct Subgroups in Hypertrophic Cardiomyopathy in the NHLBI HCM Registry. J Am Coll Cardiol. 2019 Nov
5886 12;74(19):2333-2345. doi: 10.1016/j.jacc.2019.08.1057.

5887 Matsubara K., N. T. (2003;42(2):288-95). Sustained cavity obliteration and apical aneurysm formation in apical
5888 hypertrophic cardiomyopathy. Journal of the American College of Cardiology.

5889 Minami Y, K. K. (2011;57(23):2346-55). Clinical implications of midventricular obstruction in patients with
5890 hypertrophic cardiomyopathy. Journal of the American College of Cardiology.)

5891
I'mneprpodus
JBosIKOBBINyKJIast
XapakTepu | 6a3aJIbHOI YacTH NOKIT Bepxymeuynasi Cpenne:xeaynouKoBast
CTHKA MIKII I'KMII oocTpykTuBHass I'KMII
(cybaoprajibHast)
XapakrepHa Yame orcyrctBue | OTCyTCTBHE CperesxenynouKopas
06CTpyKIHS oberpykimu BTJDK | o6erpykiuu obcrpyxkums JOK
BTJIK (moxeTt BcTpeuatbes | BTJDK (MosKeT BCTpEHaThCs
JIByXypOBHEBast JBYXypOBHEBast
Obcrpykn oberpyxums JOK: Ha obctpykuus  JDK:  Ha
ust ypoBHe BTJDK wu ypoBHe BTJIK -
CPCHEKCTY01KOB CpeIHEKENyI0UKOBast)
as) u 2-
HKEITYI0UKOBast
Memnee OO6mmpHBIe Menee OO6umpHbIe obnactn
MPT BBIPKEHHBIN obnactu pubpo3za BBIPaYKEHHBIN dubpo3za
¢ubpos $ubpos
Yaie redorun (-) | Yarue renotun (+) Yame rerorun (— | Yame revorun (—)
I'enernka )




Yame Hecemetinas | Cemetinas 'KMIT Yame

¢dopma HeceMeiHast
Xapakrepu

MsuorodakTopHoe dopma
CTHKA ?

3abosieBaHne MuorodakTopHO
I'KMIT

dupd.n-3 ¢ TTP e 3abosieBaHNe

KMIT

- AT Memnee xapakTepHa | - AT

- [ToBrimie - TToBbIm
Komop6ua

HHbI UMT ennbiii UMT ?
HOCTbH

- Jucnum
HAJCMUS

Hajaunune OTtcyTCTBYET OTCyTCTBYET B 10-20% | Boxaee uem B 20% cirydaeB
BepXyIIeYH cayJacB
ol
aHEeBPH3M

bl

Ocob6ennoctr Bepxymeunon ' KMIT:

Pasmiaarot 2 popmer Bepxymearnoit [’ KMIT:

- W30JIMPOBAaHHAs BEpXyIIeUHast THIIEPTPODuS;

- CMEIIIaHHBIN BapraHT ( COUYeTaHHE CPEAHEKETYIOUKOBON M BEPXYIICUHON THIIEPTPOGUH C

npeobnagaHueM BepXylIeyHO)

[Eriksson M.J., S. B. (2002;39(4):638—645). Long-term outcome in patients with apical hypertrophic

cardiomyopathy. Journal of the American College of Cardiology.

Chen C.C., L. M. (2011, 34:233-238). Apical hypertrophic cardiomyopathy: correlations between

echocardiographic parameters, angiographic left ventricular morphology, and clinical outcomes. Clin

Cardiol. 2011, 34:233-238. Clinical Cardiology. [

Bepxymeunas I'KMII umeet oco6srit martepa IKI', KoTopeIil BKiItO9aeT B ceOsl:

- HaM4Ke Ty00Kux HeraTuBHbIX 3y0roB T (>1 mV (>10 mm));

- BosbTakHbIe Kputepuu ['JDK, naBepcus Bonns! T;

- BBIIIIE YaCTOTY BOSHUKHOBEeHHS GUOpmuanuu npencepawii (OI1)

[Hughes RK, Knott KD, Malcolmson J, Augusto JB, Mohiddin SA, Kellman P. Moon JC, Captur G. Apical

Hypertrophic Cardiomyopathy: The Variant Less Known. J Am Heart Assoc. 2020 Mar 3;9(5):e015294.
doi: 10.1161/JAHA.119.015294.

Huddepennmansusiii auarao3 BepxymeyHoi ' KMIT Heo6xonumMo npoBOANTE C:
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e Goue3npio ®abpu (pu 6oneznu @adbpu MoryT HabIrOmaThes 4 Mopdosorndeckux Gerorumna: 1) 6e3

yronuienus crenok JIK; 2) konuentpuueckas IJIK; 3) acummerpuynas runeprpodus MXKII; 4)

npeoOnananue anukaipHoi [JIK;.

[Deva DP, Hanneman K, Li O, Ng MY, Wasim S, Morel C, Iwanochko RM, Thavendiranathan P, Crean
AM. Cardiovascular magnetic resonance demonstration of the spectrum of morphological phenotypes and

patterns of myocardial scarring in Anderson-Fabry disease. J Cardiovasc Magn Reson. 2016, 18:14

® «CHOPTUBHBIM» CEpALICM

[Hughes RK, Knott KD, Malcolmson J, Augusto JB, Mohiddin SA, Kellman P, Moon JC, Captur G. Apical
Hypertrophic Cardiomyopathy: The Variant Less Known. J Am Heart Assoc. 2020 Mar 3,9(5):e015294.
doi: 10.1161/JAHA.119.015294.

® ANMKAJbHBIM CMCIICHUEM NAIMMJIISIPHBIX MBIIIIT

Knunnueckas oueHka u aByxmepHas TpaHcropakainbHas OXOKI He MOryT B JOCTaTOYHOM CTENEHH
1 hepeHInpoBaTh 3TH COCTOSHMUS, IIO3TOMY AnarHocTrka Bepxymeunoi 'KMII nomkHa BKII09aTh B ce0s

koHTpacTHy0 DXO-KI" mnu MPT.

[Unlii S, Ozden Tok O, Avcr Demir F, Papadopoulos K, Monaghan MJ. Differential diagnosis of apical
hypertrophic cardiomyopathy and apical displacement of the papillary muscles: a multimodality imaging
point of view. Echocardiography. 2021 Jan;38(1):103-113. doi: 10.1111/echo.14895. Epub 2020 Oct 16.

Ta6aunua I14/T'3. OcHoBHBIe MepONPHUATHS 1O NPOPHIAKTHKE OCIOKHEHHH YNAIMEHTOB C

I'KMII

Cumnrom/ocioxaenne 'KMII

[IpopunakTuyeckre MepoONpPUsATHS

[Iporpeccuposanue I'JIXK

\AnexBatHoe nedenne I'KMII, o6ctpykunu BTJDK Brirouast
(hapmakoTepanuio, 3HIOBACKYJIIPHOE U XUPYPTHUECKOE.

[Ipu comytcTByromei Al — runotensuBHas Tepanus. M30erath
BEICOKOMHTEHCHBHBIX (PU3NYECKUX HArpy30K MCIOPTA.

BCC u xu3HEYrpoXkarolye HapyueHus: putMa

[lepBrunas u BTOpHuHas npodmiaktuka BCC — cwm.
paznen «Ctparuduxanys pucka BCCy»

XCH, pa3BuTHe TUIaTallMOHHON CTauu WU
[IPUCOETUHEHUS PECTPUKTUBHOTO (heHOTHIIA

IAnexBaTHOe JeueHre ' KMII, cBoeBpeMeHHOE BBISIBICHUE U

neuenue oocrpykunn BTJDK.
[Tpu conyrcrBytouieit UBC u AT — anekBaTHOE jieueHue.

Tp0M603M60J'H/I‘-I€CKI/I€ OCJIOKHCHUA Yy MAOHUCHTOBC
DII

o oOmmM npuHIMnaM tpombonpoduraktuky npu PII (cm.
pexomMeHaauy 1o nedennto PIT)

MHbEeKITMOHHBIH YHAOKAPAUT

IAHTHOMOTUKOIIPO(HIAKTHKA PEKOMEHAYETCSI TOJBKO Iepey
pouegypaMu BbICOKOrOo pucka mnauveHtamMm ¢ ['KMII y
[IpoTe3aMK KIJIAMAHOB CEepJla, BPOXKICHHBIM IOPOKOM CEpALa)
MM eCIM  TAllMeHT paHee IEePeHOCHI WH(EKIIMOHHBIA
PHIOKAPINT (CM. COOTBETCTBYIOIIMEPEKOMEH/TAITIH).

Y mammenTtoB ¢ ummiantupoBaHHBIM MKJ[*** mpodunaktuka
MHQEKIIMOHHOTO dHA0KapauTa — 1o pexkoMmeHmanusm ESC mo

biiekTpokapauoctTumyssitun 2013 .




