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HOPMATHUBHBIE CCBIVIKH

B Hacrosmieil nuccepranuy UCIOJIb30BaHbl CCHUIKM Ha CIIEYIOIINE CTaHIapPThI:

3akon Pecnyonuku Kazaxcran. O Hayke: npussrt 18 gpespans 2011 roga, Ne407-
IV 3PK.

I'OCT 7.32-2001. MexrocynapctBeHHble crangaptbl (BBeAeH B3ameH ['OCT
7.32-2017 ¢ 01.02.2019 r. ¢ ycraHoBieHueM nepexoanoro nepuoxaa nias 'OCT 7.32-
2001 mo 01.02.2020 r.). OTyeT 0 Hay4yHO-HccaeaoBaTeNbCcKo padore. CTpyKTypa U
npaBuia 0HOpPMIICHHUS.

I'OCT 7.1-2003. bubnuorpaduueckas 3amuck. bubnanorpapuueckoe onvcanue.
OO61ue TpeOOBaHMS U PABUJIA COCTABIICHHUS.

KnuHnyeckuit MOpoOTOKOJ JMAarHOCTHKU U JiedeHus «l uneprpoduyeckas
KapAMOMMOMATHUS», YTBEPKIEH Ha DKCHEPTHOM KOMMCCHM MO BONPOCAM Pa3BUTHUSA
3npaBooxpaHeHus: MuHucTepcTBa 31paBooxpaHeHus Pecny6muku Kaszaxcran
npotokoia Nel ot «21» ssuBapst 2014 roga



OITPEAEJEHUA

B Hacrosmen —gucceprallid  OPUMEHAIOT — CIEAYIOIIME  TEPMHHBI  C
COOTBETCTBYIOIUMU ONPEICICHUSIMU:

I'mneprpopuueckass  kapaumomuonatuss  (I'KMII) —  reneruuecku
oOyclIOBJIEHHOE 3a00JIeBaHME MMOKapJa, XapaKTepusymolleecss HeoObICHUMOMN
runepTpodueil CTeHOK JIEBOrO KelyAo4yKa MPU OTCYTCTBUM JAPYTHX 3a00J€BaHMUIA,
CIOCOOHBIX BBI3BATh TAKYIO TUIEPTPOPUI0 (apTepuanibHas TUIEePTEH3Us, Aa0PTATbHBIN
CTEHO3 U JIp.).

OO0cTpykTuBHas runeprpopudeckas kapauomuonatus (OI'KMII) — dopma
runepTpoPuyeckod  KapJIUOMUOINATUH,  XapaKTEPHU3YIOMIAsICSd  aCUMMETPUYHOM
runeprpodueil Muokapaa, NPEUMYIIECTBEHHO MEXOKETYI0YKOBOM NEPEeropoaKH,
IPUBOASAIIEH K TMHAMUYECKON OOCTPYKIIMU BHIBOJTHOTO TPAKTa JIEBOTO KEITYI0UKA.

Oxford CEBM - Oxcdopackuii IIEHTP T0Ka3aTeIbHOU MEAUIIMHBI

/{uHaMu4yeckasi OOCTPYKHIHUSI BBIBOAHOIO TPaKTa JEBOI0 JKeJYA0YKA
(BTJIK) — cocTosiHME, IPU KOTOPOM BO3HHKAET CUCTOINYECKOE CYKEHUE BBIBOJHOTO
TpaKTa JIEBOTO KeITyJ0uKa ¢ POPMUPOBAHHEM TPAAUEHTA TABIECHUS MEXIY TTOJIOCTHIO
KEITyJ0YKa U a0pPTOM.

Cucroinmnyeckoe mnepeaHee ABMKEHHE CTBOPKH MHTPAJbHOIO KJIalaHa
(SAM-cuHAPOM) — MATOJOTUYECKOE CMEIICHHUE TepEeJHEH CTBOPKH MHUTPATBHOTO
KJIallaHa B CTOPOHY MEXKEIYJTOYKOBOM MEPErOpoJKM BO BpEMs CHUCTOJIBI,
PUBOJIAIIEE K TUHAMUYECKONH OOCTPYKIIMU BBIBOAHOTO TpPaKTa JIEBOTO KeJIyJAo4uKa U
MUTpPaIbHON pPETypPruTaIuu.

CenrajnbHasi MMOIKTOMHMS — XUPYPru4eCKOE€ BMENIATEIbCTBO, HAIIPaBIECHHOE
Ha yJajieHue TUNEepTPO(GUPOBAHHOTO ydacTKa MEXOKENTYIOYKOBOM MEpEeropoaKd ¢
[EJIbI0 yCTPaHEHUsI OOCTPYKIIMU BHIBOJHOTO TPAKTA JIEBOTO KEITYI0UKA.

TpancaopranbHasi centajbHasgs MHOIKTOMHUA (omepauusi Moppoy) -
CTAaHJAPTHBIM XUPYPTHUCCKUNA METOJ JICYeHUS] OOCTPYKTHBHON THIEPTPOPUUECKOM
KapAUOMHONIATUH, BBIMOJHAEMBIA Y€pE3 aOpTAIbHBIA KJAllaH W 3aKJIIOYAIOMIMKCS B
PE3EKINH TUIIEPTPOGHUPOBAHHOTO yUaACTKA MEXIKETYIOUKOBOM MEPErOPOIKH.

MutpanbHasi peryprutaumsi — TMaTOJOTHYECKUI OOpaTHBIH TOK KPOBH U3
JIEBOT'O JKEIIYZ0YKa B JIEBOE MPENCEPANE BO BPEMS CUCTOJIBI BCIEICTBUE HEIIOIHOTO
CMBIKaHHUsI CTBOPOK MUTPAJIBbHOIO KJIalaHa.

Iliimkanus nepeaHed CTBOPKM MHUTPAJBHOIO KJIANAHA — XUPYPTrHYECKHUUI
MeToJ Koppekuuu SAM-cuHIpoMa, OCHOBAaHHBI HAa YMEHBUIEHUU JIJIMHBI TIEpeaHei
CTBOPKH MHUTPATBLHOTO KJanaHa myTéM (GOpMUPOBAHUS CKIATKU (TyTUITUKATYPHI).

MexoxeaynoukoBass mneperopoaka (MIKII) - wMblmeyHas CTpyKTypa,
pasznesaronias MojaoCTH MPABOro U JIEBOTO KEIYIOYKOB CEpALA.

I'pagueHT naBjieHHsT B BBIBOAHOM TPAaKTe JIEBOI0 KeJyA0YKa — pa3HULA
JABIICHUS MEXIYy ITOJOCTBIO JIEBOTO JKEIyAOYKa M aOPTOM BO BPEMsS CHUCTOJBI,
UCIIOJIb3yeMast 111 OLIEHKU CTENEHU OOCTPYKIUHU.

MopdoreneTnyeckue XapaKTepUCTUKH — COBOKYITHOCTh MOP(OIOTHUECKUX U
FEHETUYECKUX OCOOCHHOCTEH MHUOKap/a, ONPEeAesSOmUX CTPYKTYPY U KIMHUYECKOE
TeueHue 3a00JieBaHusl.



Kapaunomuouurapuass [ae3opraHusanusi — HapyLUICHUE YHIOPSAOYECHHOTO
PACIIONIOKEHUST KapJUOMHUOIMTOB, SIBIISIIONIEECS XapaKTEPHBIM MOP(OIOTHUECKUM
MIPU3HAKOM TUNIEPTPOPUUECKON KapAUOMHOTATHH.

DYyHKIHOHAJBHBIN KJIACC cepae4yHoil HemocraTouyHocTu mo NYHA —
KiaccupuKaius  BBIPAXXKEHHOCTH  CHUMITOMOB  CEpACYHOM  HEIOCTAaTOYHOCTH,
npemsoxxenHass New York Heart Association, ocHOBaHHasi Ha CTENEHH OIpaHUYEHUs
dbr3nYecKOl aKTUBHOCTH MAaIMEHTa

ROBINS-I - Risk Of Bias In Non-randomized Studies - of Interventions,
CTaHJAPTU3UPOBAHHBIM HMHCTPYMEHT OIIEHKHM PHCKAa CHUCTEMAaTHYECKOW OIIHOKU B
HEPaHJOMU3HPOBAHHBIX UCCIICIOBAHUIIX BMEIIATEIIbCTB.
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OBO3HAYEHUSA U COKPALIEHUA

- ApTepuanbHasi TUIIEPTEH3US

- ApuTMOTreHHas MPaBOKENYA0UYKOBAsA Kap AMOMHUOIIATHS

- BBIBOZHOM TpaKT JIEBOIO JKEIy104YKa

- 'paivieHT B BBIXOJHOM TPAKTE JIEBOTO JKEIYA0UKa

- 'uneprpoduueckas kapAUOMHUONIATHUS

- "'apanTupoBaHHbI 00BbEM OECIIIATHOW MEIULIMHCKON MTOMOIIU

- JloBepUTEIIbHBIN NHTEPBA

- IunsTauroHHas KapAuOMHUOTIaTHs

- Mimemuueckast 607e3Hb cepAla

- KoneuHnslii quactonndeckuii 00bEM JIEBOTO JKEITy0uKa

- JIeBblii Jxenmy10ueK

- JIeueOHO-IPOPUITAKTHYECKOE YUPEKIECHUE

- MexoKeny104KoBasi IEPErOpPoIKa

- MutpanbHas perypruTauus

- MaruuTHO-pe3oHaHCHasi ToMorpadus

- HopmaTtuBHO-TIpaBOBOM aKT

- HanimonanbHbIM HAy4YHBIN KApAUOXUPYPTUUECKUN LIEHTP

- OOCTpYKIIMS BBIHOCSIIETO TPAKTA JIEBOTO JKETYI0UKa

- O6cTpyKTHBHAS TUNIEPTpOdHUecKas KapAUOMHUONATHUS

- Peciy6iuka Kazaxcran

-PecTpukTHBHAS KapAUOMHUOIIATHS

- CentanbHasi MUOSKTOMMUS

‘TpancanukanpHasi cenTajibHass MHOIKTOMHUSI Ha paboTarolieM
cepaue

- Dxokapauorpadus

-American College of Cardiology,
KapIMOJIOTUU

- Alpha-cardiac actin gene, ['eH 0-akTHHA CEPACUHOMN MBIIIIIIBI

- American Heart Association, AMepuKaHCKasi KapAHOJIOTHYEeCKas
acconuanus

— American Heart Association / American College of Cardiology,
AMepuKaHCKasi KapAHOJOTHYecKas accoruanus / AMEpUKaHCKUMA
KOJUIEI’K KapAHOJIOTUH

- Confidence interval, moBepuTEIHHBIN HHTEPBAT

European Society of Cardiology, Espomneiickoe o0mecTBO

KapJIMOJIOTOB

- European Association for Cardio-Thoracic Surgery, EBpomneiickast
acconuanus KapauoTOpaKkaJIbHOW XUPYypruu

Evaluation of Mavacamten in Adults With Symptomatic

Obstructive  Hypertrophic ~ Cardiomyopathy, WccnegoBanue
3G PEeKTUBHOCTH MaBaKaHTEHA y B3pPOCIbIX MAlMEHTOB C

AMEpUKaHCKUN  KOJUICIK
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SAM
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CUMIITOMHOM runepTpodudeckoi
KapAUOMUOTIaTUEN

- Myosin Binding Protein C gene, I'eH MHO3HH-CBA3BIBAIOIIETO OelIKa
C

- Beta-Myosin Heavy Chain gene, ['en B-Tsxénoit nenu Muo3uHa

- Myosin Light Chain 2 gene, ['en perynstopHoi 5n€rkoi uemnu
MHO3MHA

- Myosin Light Chain 3 gene, I'en scceHnmanbHON JErKOM uenu
MHO3MHA

- Next Generation Sequencing, CekBeHUpOBaHHE HOBOT'O MOKOJICHHUS

-New York Heart Association Functional Classification,
OyHKIMOHANIbHAA KJIACCHU(PUKALUA CEpACYHON HETOCTATOYHOCTU
Hbm—ﬁopKCKoﬁ KapAuOJOTMYECKON acCOLMaluu

- Preferred Reporting Items for Systematic Reviews and Meta-
Analyses, PexkoMeHayemble  AJI€MEHTHI  OTYETHOCTH IS
CUCTEMATHYECKUX 0030pOB U METa-aHAJIN30B

- Systolic Anterior Motion

- Transapical Beating-Heart Septal Myectomy

- Cardiac Troponin T gene, ['en kapananbHOro TponoHuHa T

- Cardiac Troponin I gene, I'en kapauansHOro Tpononuxa |

- Alpha-Tropomyosin gene, ['eH a-TpormomMuo3uHa

00CTPYKTUBHOMI



BBEJIEHUE

OO6ctpykTuBHas runeprpoduueckas kapauomuonatus (OT'KMII) sasmsiercs
ONHOW U3 Haubojee pacHpOCTPAaHEHHBIX HACJIEACTBEHHBIX KapAHMOMHOMATHH U
BA)KHOM NPUYMHOU CEPIECYHOU HENOCTATOYHOCTH, BHE3AIIHOM CEPAECYHOU CMEPTU U
CHIIKEHHUS KayeCTBa JKU3HU Y TMAIMEHTOB TPYJIOCIIOCOOHOTO BO3pacTta. 3a00JieBaHUE
XapaKTepu3yeTcs aCUMMETPUYHON rumepTpodueil Muokapjaa JeBOro >Kelyaodka,
JUHAMUYECKON OOCTpYKLMEH BBIXOAHOTO TPaKTa U HapyLIEHUEM IUACTOJIMYECKOU
(GYHKIMM, YTO MPUBOJIUT K MPOTPECCUPYIOMINM KIMHUYECKUM CUMIITOMAaM, BKIIHOYast
OJIBIIIIKY, CTEHOKAP/IUI0, CHHKOIIAJIbHBIE COCTOSIHUSI M apUTMUHU.

HecmotTpss Ha JgoCTHKEHUST MEIUKAMEHTO3HOW Tepanuu, 3HAYUTEIbHAs YacThb
nanueHToB ¢ OI'KMII ocraércs pedpakrepHoit K (HapMakoJIOrHYECKOMY JICUCHUIO,
BKJItOUass Oera-0JIOKaTOpbl, AHTArOHUCTHI KaJbIUS U COBPEMEHHbIE MHO3UHOBBIE
UHTUOUTOPHI. B Takux ciaydasix peayKiusl IeperopojiKu sBISETCS METOJO0OM BBIOODA,
HaIlpaBJIEHHBIM Ha YCTPAHCHHE JIMHAMUYECKOW OOCTPYKIIMU BBIXOJHOTO TpaKTa
JIEBOTO JKeNIyZI0YKa U yIIy4IlIeHUE TeMOJIMHAMUKHY.

CorynacHO COBpPEMEHHBIM KIMHUYECKUM PEKOMEHIAIusIM AMepHUKaHCKOU
KapIUOJIOTHIECKOU accoluaIu (AHA) " EBpomnetickoro o01iecTBa
kapauoropakaibHbix  xupyproB (EACTS), cenTanbHas MHOIKTOMHS OCTAa&TCS
«30JIOTBIM CTaHJAPTOM)» XUPYpPruueckoro JsedeHus cumnromarudeckor OI'KMII,
JEMOHCTPUPYS YCTOMYMBOE CHIDKEHHE TIpaJMEeHTa JABJIEHUS B BBIXOJHOM TpPAaKTE
JIEBOTO KEIYJ0YKa, 3HAYUTENIbHOE YiydlleHue (YHKIMOHATBHOTO Kiacca u
JOJITOCPOYHYIO  BBIKMBAEMOCTh, COMOCTAaBUMYIO C OOIIedl momynsiued mpu
BBIMIOJHCHHUH B CTICIIMAIM3UPOBAHHBIX IeHTpax [1].

Knunnueckue nccneaoBaHus OCIEIHUX JIET TOATBEPKIAIOT, YTO PACIIMPEHHAS
TpaHCAOpTaJIbHAS CeNTalbHas MUOAKTOMHUSI 00ECIeunBaeT BHICOKYIO 3(P(EeKTUBHOCTD
U HHU3KYIO OMEpaluoOHHYIO JeTaabHOCTh (<0,5% B IIEHTpax ¢ BBHICOKUM OOBEMOM
orepanuii), Ipu TOM MO3BOJISISE B OOJBITMHCTBE CIydaeB U30€kKaTh MPOTE3UPOBAHUS
MHUTpasibHOTO KiamaHa [2]. [Ipu 3ToM pe3ynbTaThl HE 3aBHCEIH OT UCXOIHOM CTETICHN
rUnepTpoduu: B peTPOCIIEKTUBHOM aHaau3e 66 manueHToB 3a 15 met Tommuaa MIXKTI
HE OKa3bIBajia 3HAYMMOTO BJIMSIHUS HA UCXOJIbI IIPU YCIOBUU MOJHOLIEHHON PE3eKIUU
C peMoJeIMpOBaHWEM CYOKJamaHHOTO amnmapara, a JeTaJIbHOCTh W YacToTa
peorepanuii 0cTaBauch HU3KUMHU B 00enx rpynmnax [3].

Bmecte ¢ tem, mo 30-60% mnauuentoB ¢ OI'KMII wumMeroT MHUTpaiIbHYIO
peryprutanuo, obyciosineHnyio SAM-cunapomoM (systolic anterior motion), 4To
TpeOyeT COBEPUICHCTBOBAHUS XUPYPIrHYECKUX METOJUK KOPPEKIMH MHUTPAIBHOTO
KJIATIAaHHOTO ammapaTta ¥ ONTHMH3AI[MH HHTPAOIIepallMOHHOro 1octyna [4].

CoBpeMeHHbIE JaHHbIE CBUIETEIBCTBYIOT, UTO aJIEKBATHBI 00BEM MHOIKTOMUU
B COUYETAHUU C OPraHOCOXPAHSIOMIUMHU METO/IaMU KOPPEKIIMU MUTPAIBHOTO KianaHa
SABIIICTCS KIFOUEBBIM (PAKTOPOM YCIENMIHOTO YycTpaHeHuss SAM-cuHapoMa W
pOo(UIAKTUKN OCTATOYHON OOCTPYKIIMU BBIXOIHOTO TPAKTA JICBOTO XKeNya04Ka [2,p.
210]. OgHako 10 HACTOSMIETO BPEMEHU OCTAIOTCS HEPEMIEHHBIMU BOIIPOCHI TOYHOTO
HMHTPAONEPAIMOHHOTO OIpPECICHUSI 30H PE3CKIUU, ONTUMAIIBHOTO XUPYPrUYECKOIro
JOCTYTa U UHIUMBHUAYyaM3aluu 00bEMa BMEIIATENbCTBA C YUYETOM MOP(POIOTHUECKUX
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U T€HETUYECKUX OCOOEHHOCTEH MalMeHTa. JTO OrPaHMYMBAET BOCIPOU3BOJAMMOCTD
PE3YJIbTATOB XUPYPrUYECKOTO JICUEHUSI U MOTUEPKUBAET HEOOXOJUMOCTh BHEIPEHUS
0oJiee TOUHBIX METOOB MPEIONEPAMOHHOTO TTaHUPOoBaHus [5].

B 3TOM KOHTEKCTE B MOCIIEIHUE TOJbI BO3PACTAET POJIb KapAUaIbHOW MarHUTHO-
pesonancHot Tomorpadpuu (MPT) kak BBICOKOTOYHOTO HMHCTPYMEHTa OIEHKH
MOp(OJIOTUH MHUOKapAa, CTeneHUu (PuOpo3a W MPOCTPAHCTBEHHOTO pacHpeeseHus
TUNepTPOPUN,UTO MO3BOJSET HE TOJBKO YTOYHUTH (PEHOTUNUYECKHE OCOOEHHOCTHU
3a00yeBaHusl, HO U BBISIBUTh CYOKJIMHUYECKHE M3MEHEHHSI MUOKap/a, HEIOCTYIHbIE
Ipy CTaHAAPTHOM »SXxokapauorpaguu, a Takke obOecrneunTs Oo0jiee TOYHYIO
cTpaTu(UKalMI0 pUCKa BHE3AMHOW CEepAeYHOW CMEPTH U ONTUMHU3ALMIO TAKTUKHU
XUPYPTUYECKOro JIEYEHUS! TMAIMEHTOB C OOCTPYKTUBHOM runepTpoduyecKon
Kapauomuonatuci [6].

OOHOBpEMEHHO HAaKaIlIMBAIOTCS JIJAHHbIE O 3HAYEHUH IN€HETUYECKUX MYTaluH,
TUCTOMOP(OJIOTUUECKUX  OCOOEHHOCTeM  MHOKapaa ¥ (PEHOTUNHMYECKHUX
XapakTepucTuk B (opmupoBanuu kinuHuuyeckoro teueHuss OI'KMII u oTrBeta Ha
XUpypruyeckoe JiedeHue. OJTO COo3/MaéT HayyHYI0 OCHOBY [UJIsi Mepexojia oT
CTaHJAPTHBIX XUPYPrUUYECKUX TIOJIXOJI0B K TMEPCOHAIU3UPOBAHHBIM CTPATETHIM
CEeNTAJIbHOW MHODKTOMHHM, OCHOBAaHHBIM Ha HWHTETPAllUd MOJICKYJSPHBIX U
MOP(]OJTOTUYECKUX TAHHBIX.

HecmoTpst Ha pnokazaHHyio 3(G(EKTUBHOCTh CENTaJbHOM MHOIKTOMHH, B
PYTUHHON KIMHUYECKOW MPAKTUKE COXPAHSIIOTCS BapuaOeIbHOCTh XUPYPIHUECKHUX
pE3yNIbTaTOB, PHUCK OCTATOYHOM OOCTPYKIIMHU, TOTPEOHOCTH B  MOBTOPHBIX
BMEIIATENbCTBAX U BBIPAKEHHAS 3aBUCUMOCTH MCXOJOB OT OIbITAa XUPYPrUYECKOUN
KOMaHJbl U ypPOBHS IEHTpa. DTO OMNpENEeNsieT aKTyaJlbHOCTh COBEPIIEHCTBOBAHU S
XUPYPTUYECKUX TEXHOJOTMH M HWHCTPYMEHTOB, HANpPaBICEHHBIX Ha YIydllIeHUE
MHTPAONIEPAIIMOHHON BU3YaJIN3alllM, MOBBIIIEHUE TOYHOCTH PE3EKIIMU U CHUKEHUE
YaCTOThI OCJIOKHEHHUM.

Kpome Toro, coxpansiercs mOTpeOHOCT B  YCOBEPUICHCTBOBAHUU
OpPraHOCOXPAHAIOIINX METOJIUK KOppeKinun SAM-cUuHIpOMa, TO3BOJISIONINX CHU3UTh
BBIPKEHHOCTh MUTPAJIBHON pEryprutanuu 0e3 HeoOXOAMMOCTH MPOTE3UPOBAHUS
KJIallaHa ¥ TEM CaMbIM YJIYUYIIUTh OTAAIEHHBIE PE3yJIbTAThI JICUEHUS.

B Pecniy6nuke Kazaxcran cBefieHHs 0 pacmipoCTpaHEHHOCTH TUTIEPTPOPUUECKON
KapJIMOMHOIIATUN, KIWHUKO-IeMOTpadUueCKiX XapaKTepUCTUKAX IMAlUeHTOB U
pe3yiabpTaTax  XUPYpruyeckoro  JICYEHUsT  OCTAIOTCS  OrPAHUYEHHBIMU U
dbparMeHTapHBIMH.

B HacTosliee BpeMs HEOOCTATOYHO M3YyYE€HA B3aUMOCBS3b T'€HETHYECKUX,
TUCTOMOP(OIOTHUECKIX W (EHOTHNMUYECKUX (PakTopoB ¢ 3D (HEKTUBHOCTHIO
CENTaJbHOM MHOPKTOMUU B HAIMOHAIBHOW TMOMYJSALMH, YTO MPEHSTCTBYET
GbOpMHUpPOBaHUIO JIOKAJTBHO PEIIEBAHTHOW JOKa3aTeIbHOW 0a3bl W BHEAPECHUIO
NEPCOHAIIM3UPOBAHHBIX TMOJXOAOB K BEIACHHIO MAIMEHTOB C OOCTPYKTHBHOMU
runepTpoGuUecKoi KapJMOMUOTIATUEH.

B cBs13u ¢ 3TUM NpoBeEeHUE KOMIUIEKCHOTO UCCIIEI0BaHUs, HAIIPaBIEHHOIO Ha
UHTETpalMi0 KIMHUYECKUX, MOP(POJIOTMYECKHX U TEHETHUYECKUX JIaHHBIX JJIf
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ontumu3anuu xupyprudeckod TakTuku OI'KMII u mporHo3npoBaHuss HCXOAOB
JICYECHHMSI, PEJICTABISIETCS aKTyaIbHBIM U HAYYHO OOOCHOBAHHBIM.

[lonydyeHHble pe3ysibTaTbl MOTYT CIOCOOCTBOBATH  COBEPIICHCTBOBAHUIO
AITOPUTMOB otbopa MallEHTOB, ITOBBIIIECHUIO 3¢ pexTUBHOCTH
KapIUOXUPYPrUYECKOM TIOMOIIM W PA3BUTHIO MPEUU3MOHHONM MEAULMHBI B
KapAUOJIOTUU B YCIOBUAX PEAIBHON KIIMHUYECKON IIPAKTUKHU.

Heab uccaexoBanus

CoBepuieHCTBOBaHUE XUPYPrudeCcKoro JICYEHHUS 00CTPYKTHUBHOM
runepTpoPpuyeckol  KapAUOMHUONATUM Yy  TNALUUMEHTOB,  pePpPaKTEepHbIX K
MEIMKaMEHTO3HOW TEpanuu, Ha OCHOBE KOMIUIEKCHOM OLEHKM TE€HETHUYECKUX U
MOP(OJIOTHYECKUX OCOOEHHOCTEH U BHEJAPEHUS HOBBIX TexHoysorud — MPT-
KapTUPOBAHUS MEXOKEIYAOUYKOBOM MEPETOPOJIKH, CENTAIBHOTO PETPAKTOpa U
TPaHCAOPTAIBHON IIMKALMA MUTPAJIBHOTO KJIAIlaHa.

3agaum uccaeg0BaHUSA

1.M3yunTh TreHETHYeCcKue, TrucToMopdosiornyeckue u  (EeHOTHUIHYECKUE
xapakTepucTuku nanueHToB ¢ OI'KMITL.

2.Pa3paboTaTh ciocob TpaHCAOPTaIbHOM MIIMKAIIMK MUTPAIBHOTO KiamaHa s
koppekiun SAM-cuHIpomMa 1 OIIEHUTH €r0 () PEKTUBHOCTD.

3.Pa3zpaboTaTh KOMOMHUPOBAHHBIN METOJ] XMPYPrUUECKOT0 BMEIIATEeNIbCTBA MPU
OI'KMII ¢ wucnonb30BaHHEM KapTHPOBAHUS MEXKEITYJOYKOBOW MEPErOpOAKA U
CEMNTaJbHOTO PETPAKTOPA JJIsl TPAHCAOPTAIBHOM CENTaIbHON MHUOSKTOMHUHU U OLICHUTH
ero 3(pheKTUBHOCTS.

4.Pa3paboTaTh KIMHUYECKUNA aJTOPUTM NPUMEHEHHS] KOMIUIEKCHOTO METO/Ia IS
UCITOJIb30BAHUS B paMKax peaibHOW KIMHUYECKOU MPAaKTUKH.

HayyHast HOBU3HA

Bnepseie B PecnyOmmke Kazaxcran paspabotraH W HaydyHO OOOCHOBaH
KOMITJIEKCHBI ~ MepCOHU(MUIUPOBAHHBIM  MOAXOA K JICUCHUIO TMAIMEHTOB C
0OCTPYKTUBHOM THNIEPTPOHUUESCKON KapAMOMHOIIATHEH, OCHOBAaHHBIN HAa MHTETPaIluU
IPENONEePAlUOHHON HABHUTallMM, YCOBEPIIEHCTBOBAHHON METOAUMKH IUIMKALNU
MUTPAJIBHOTO KjiamaHa, MOP(OTeHEeTHYECKON CcTpaTU(UKAUU W ONTUMU3AIUU
XUPYPru4€CKOTO NHCTPYMEHTAPHSL.

1.BnepBbie  ycTaHOBJIeHa  TeHeTHuYeckass W MophodyHKIIMOHAIbHAS
HeogHopogHocth OI'KMII, onpenensiomas MexaHU3Mbl OOCTPYKIIMHU, YTO CO3/aeT
HAy4YHYIO OCHOBY i1 OOOCHOBAHMSI MHIUBUAYAJIU3UPOBAHHOIO MOAXOAA K BBIOOPY
ONTUMAJIBHOM CTPATETUH XUPYPIrUUECKOU KOPPEKIIUH.

2.BriepBpie pa3zpaboTaH WHHOBAIMOHHBIA CIIOCOO TPAHCAOPTAIBHOW TUTHKAIIUN
MUTPAJBHOIO KiamaHa s Koppekuuu SAM-cuHapoma, HampaBiI€HHBIM Ha
YMEHBIICHUE CHUCTOJIMYECKOIO IEPENHETO0 CMEIIEHHUs CTBOPOK W CHM)KCHHE
BBIPQ)KEHHOCTH OOCTPYKIMHM BBIXOAHOTO TpPaKTa JIEBOTO JKEIyJaouka. Brepsbie
MPOBEJICHA OIIEHKA €r0 TeMOAMHAMUYECKON U KITMHIUYECKOH 3(PPEKTUBHOCTH.

3.BrnepBrie mpeaioxkeH KOMIUICKCHBIM TOIXOJ K TMalUeHTaM, KOTOPBIM OBLIO
IIPOBEJEHO  XHPYPrUYECKOE  JICYEHWE,  BKIIOYAIOLIEE  MPEAONEPALMOHHOE
KapTUPOBAHHUE MEXOKEIYIOUYKOBOM MEPETOPOJIKU ISl TPAHCAOPTAIBbHOM CEeNTalbHOU
MHOSKTOMHH, OOECIeUMBAIOIINN 0oJiee TOYHOE ONpPEACIICHHE 30H PE3EKIIHH,
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ONTUMU3AIMI0O 00beMa HCCEKAeMOM TKaHM U  TOBbINIEHHWE O€30MaCHOCTHU
XUPYPrudeCcKOro BMEIaTeIbCTBA.

Coznan u anpoOUpoBaH HOBBIM XUPYPIrUUYECKUH HHCTPYMEHT — CENTalbHBIN
pEeTpakTop JJA TPAHCAOPTAJIBHOM CENTaJIbHOM MHOAKTOMMH, IO3BOJSIOLINN
YIIYUILIATh BU3YAIU3AIMIO ONIEPAMOHHOTO TOJIsl, HOBBICUTh TOYHOCTh MaHUITYJISALIUN
Y CHU3HUTH PUCK MHTPAOIEPALMOHHBIX OcTokHEeHUU. OnieHeHa ero 3p¢heKTUBHOCTH B
KJIMHUYECKOM MPAKTHUKE.

BrepBbie BBIMOJHEH KOMIUIEKCHBIA aHAIU3 KIMHUYECKON 3(P(HEKTUBHOCTH
pa3pabOTaHHBIX XUPYPrUYECKUX METOJAOB MU MHCTPYMEHTOB B YCIOBUSX pPEATbHOU
KJIMHUYECKOM MPAKTUKH, BKJIKOUYAsl OLIEHKY PAHHUX U OTAAJIEHHBIX UCXOJI0B, YACTOTHI
OCJIOKHEHUM, NUHAMUKHU (DYHKIIMOHAIBHOTO COCTOSIHMS TAIlUEHTOB W TOKa3aTenen
KA4ueCTBA KU3HMU.

4 BriepBble MPEIJIOKEH M HAy4YHO OOOCHOBAaH ajJrOpUTM OTOOpa MAI[MEHTOB C
OOCTPYKTUBHOM TUNEPTPOHUUESCKON KapIMOMUOIIaTHEH, OCHOBaHHBIM Ha pe3yibTrarax
NPOBEAEHHOTO  HWCCIICIOBAHUS M BKJIIOYAIONIMA  COBOKYIIHOCTH  KJIMHHUKO-
WHCTPYMEHTAJBHBIX U MOP(OreHETUUECKUX KPUTEPHUEB, IMO3BOJISIONIUX BBIJICIUTH
IPYIIYy TMaIMeHTOB, IMOMYYalOIIMX HAWOOJbIIee MPEUMYIIECTBO OT MPUMEHEHUS
KOMIUJIEKCHOTO XUPYPTrUYE€CKOTO TMOAXO0Aa B YCIOBHUSX pPEAJIbHON KIMHUYECKOU
MPAKTUKH.

Takum 006pa3om, HaydHas HOBU3HA MCCIICIOBAHMSI 3aKIIFOUAETCs B pa3pabOTKe U
BHEJAPEHUHU KOMIUIEKCHOTO NEePCOHU(UIIMPOBAHHOTO TOAX0Aa K ONTUMH3AIUU
UCXOOB Xxupypruyeckoro JieyeHus mnauueHToB ¢ OI'KMII, pe3ucTeHTHBIX K
MEIUKAMEHTO3HOM TEpanuy, BKIIOYAIOMIETO HWHTErPALMI0 IPEeAOoNepaluoOHHON
HABUTallMM, YCOBEPIICHCTBOBAHHOW METOIMKH XUPYPTrUYECKOIO BMENIATENBCTBA C
COXpaHeHHEeM (PYHKIIMM MHUTPAJIBHOTO  KJamaHa, a TaKXke  BBISIBICHHBIX
MOp(OreHEeTHUEeCKUX  3aKOHOMEPHOCTEH  BBIP@KEHHOCTH  BHYTPIIKEITYIOYKOBOM
obctpykumu. Peanuzarus TaHHOTO TOAXO/Aa TO3BOIMIA TOBBICHTH 3()(PEKTUBHOCTH
KapIUOXUPYPrUUECKOW TMOMOIIM U OOOCHOBATh MEPCOHATM3UPOBAHHYIO TAaKTUKY
BeJ/ieHus narueHToB B Peciybuke KazaxcraH.

OcHOBHBIE 10J105KeHN S, BBIHOCMMbIE HA 3aIIUTY

1. l'enetnueckne W TUCTOMOP(HOIOTHUYECKUE XaPaKTEPUCTUKU TAI[UEHTOB C
OOCTPYKTUBHOM TUNIEPTPOPUIECKON KapIMOMHOIIATHEH CBSA3aHBI C aHATOMUYECKUMU
1 (QYHKIHOHATHHBIMU MapaMeTpaMu MEXOKEIyT0YKOBON MEPEeTOPOAKU, OTPEASISIIOT
MEXaHU3Mbl OOCTPYKIIUH.

2. Pa3paboTanHblii crmocod TpaHCAOPTATBHOMN TUIMKAIMA MUTPATBHOTO KJlanaHa
apisiercss 3Q(PEeKTUBHBIM U O€30MaCHBIM METOAOM Koppekunn SAM-cunapoma y
namnmeHToB ¢ OI'KMII, oGecreurBasi yMEHBIIIEHHE CHUCTOJUYECKOIO TEPETHETO
CMEIIEHUS CTBOPOK MHTPAJIbHOIO KJlalaHa, CHW)XXEHHUE CTEICHU MUTPAIBbHON
peryprutauMd M YyJy4lI€HHE T€MOAMHAMUYECKUX ITOKAa3aTeled IpPU COXPAHCHUU
(GYHKITMOHAIPHON M aHATOMHYECKOW COCTOSTEIPHOCTH MUTPAITBLHOTO KJTalaHa.

3. KomOuaMpOBaHHBIIHA XUPYPrUdECKUM MOJXOJ, BKJTFOUAIOIIH I
MPEIONEPALIMOHHOE KAPTUPOBAHUE MEXIKEITYAOUYKOBOW IMEPETOPOAKH, NPUMEHEHUE
pa3pabOTaHHOTO CENTaJbHOI'O0 PETPAKTOpa [Js ONTHUMHU3ALMU BU3yalu3allud WU
XUPYPru4e€CcKOro JOCTyma, a TakKXe HCIOJIb30BaHWE METOJa TPaHCAOPTAIbHOU

13



IJIMKAlUM MUTPAJIbHOrO KJalaHa JOCTOBEPHO YIIYYIIAET KIMHUYECKHUE HCXOJIbI
BMENIATENIbCTBA U YBEJIUYMBAET BBKUBAEMOCTD MAI[UEHTOB.

4. PazpaboTaHHbIil 1 HaydyHO OOOCHOBAHHBIM AJITOPUTM OTOOpa MALMEHTOB C
OI'KMII, ocHOBaHHBII Ha COBOKYIHOCTH KJIMHHUKO-UHCTPYMEHTAJIBHBIX W
MOPGOTreHETHYECKUX KPUTEPUEB, OOECIeUrBAET CTpaTU(UKALUIO TAlUEHTOB 10
oxkunaemMol >(PGHEeKTUBHOCTH XUPYPIHUECKOIO BMEIIATEILCTBA M CIOCOOCTBYET
peanu3an MEePCOHAIM3UPOBAHHOTO MOJAXOAA K JICUCHUIO B YCIOBHUAX pealbHOU
KIIMHUYECKOM MPAKTUKHU.

TeopeTnueckasi 3HAYMMOCTDH UCCAETOBAHUS

TeopeTnueckas 3HAUMMOCTh MCCIIEIOBAHUS 3aKIIOYACTCS B PA3BUTHUU HAYUHBIX
NpeACTaBICHUN KapJAHUOXUPYPTrUYECKOM TMOMOIIM MalueHTaM ¢ OOCTPYKTHBHOMU
runepTpoGuIecKor KapIUOMUOIIATHEH, OCHOBAaHHBIX HAa MUHTETPAIlMU T'€HETUUECKUX,
TUCTOMOP(OJIOTMYECKUX U KIIMHUKO-UHCTPYMEHTAIIbHBIX XapaKTEPUCTHUK.

YcTaHOBIEHHBIE B3aUMOCBSI3U MEXTY Ir€HETUYECKUMU,
TUCTOMOP(OJIOTHYECKUMH U aHATOMO-(YHKIIMOHAJIBHBIMA ~ XapaKTePUCTHUKAMMU
MEXKETYT0UYKOBON MEPErOPOKH Y AIMEHTOB ¢ OOCTPYKTUBHOM TUNIEpTpOoPuIecKon
KapIMOMHUOTIATUEH JOTIOTHSIIOT COBPEMEHHBIE TEOPETHUECKHE MO (DOPMUPOBAHUS
OOCTPYKIIMH BBIXOJIHOTO TPaKTa JICBOTO KETyI04YKa U CO3/1al0T HAYYHYIO OCHOBY JIJIst
JTaTbHEUIIEro pa3BUTUS KOHIEMIMK TEPCOHU(PUIIMPOBAHHON KapIUOXUPYPTUH,
OCHOBaHHOW Ha WHTErpamuu MOP(OJOTHYECKUX M KIWHHUKO-MHCTPYMEHTAIbHBIX
JAHHBIX.

Pa3pabGoTanHble = TeopeTHUECKHWE  TMOJOXKEHMs,  JIeKallueé B  OCHOBE
TPaHCAOPTAJIIBHOM IUIMKAIMA MUTPAIIBHOTO KJanaHa il koppekuun SAM-cuHipoma,
yrayOistoT TMOHMMaHue OWOMEXaHWKH MUTPAJBLHOTO KIIAMMAaHHOTO ammapara u
MEXaHU3MOB (OPMHUPOBAHUSI CHUCTOJIUYECKOTO TEPEIHET0 CMEIEHUs CTBOPOK,
CIIOCOOCTBYSI Pa3BUTHUIO KOHIIEIIIIUKA OPTaHOCOXPAHSIONIEH KIIallaHHOW XUPYPTUH MpU
OI'KMIL.

O6ocHOBaHa 11e1€CO00Pa3HOCTh HCIIONIB30BaHUS Tpeaornepanuonnoro MPT-
KapTUpPOBAaHUS  KaK HMHCTPYMEHTA  IPOCTPAHCTBEHHOM  OLEHKM  aHATOMUU
MEXKETYI0YKOBOW TMEPEropoAKA M MUTPAJIBHOIO allapara, 4TO MOXKET CIYXKHThb
OCHOBOM JIJIs1 TalTbHEHTITNX UCCIIEI0BaHMI B 00JIACTH MPEUKTUBHOTO MOICTMPOBAHUS
XUPYPrU4E€CKUX BMEIIATEIbCTB.

Teopernueckoe 00OCHOBaHME NPUMEHEHHSI CENTAIBHOIO PETPAKTOpa IMpHU
TPAHCAOPTAIIBHOW CENTAIBHOW MHUO3KTOMHUHM BHOCHUT BKJIAJ B PA3BUTHE KOHUEHIIHMN
XUPYPTrUUECKON 3KCIIO3ULIMU U JOCTYIIA K CTPYKTYpPaM JIEBOT'0 KEIyA0UKa, paCIIUPSI
MPEACTABICHUS O BO3MOXHOCTAX MHUHHUMH3ALMU TPABMAaTUYHOCTU M TOBBIIICHUS
TOYHOCTHU KapAUOXUPYPTrUUECKUX BMEIIATEIBCTB.

CdopmupoBaHHas TeopeTHdecKas MOJEIh KOMIICKCHON OIIEHKW KIMHUYECKOU
3G ()EKTUBHOCTH HOBBIX XUPYPIHUYECKUX METOJOB W WHCTPYMEHTOB B YCIIOBUSX
pealbHOM  KIIMHUYECKOW IPAKTUKU JOIOJHSAET METOHOJIOTHIO JIOKA3aTEeIbHOU
MEJIUIIMHBI B KAPAUOXUPYPTUHM U CO3AAET OCHOBY JJIA albHEUIINX CPABHUTEIbHBIX
UCCIIeIOBAaHUM U pa3pabOTKU KIMHUUYECKUX PEKOMEH/IallHii.

Pa3paboTaHHbIl aaropuT™M OTOOpa MAIMEHTOB (OPMUPYET TEOPETUUECKYIO
OCHOBY JJIsi cTpaTUdUKAUU pPUCKA UM MOPOrHO3UpPOBaHUS A(PGHEKTUBHOCTH
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xupyprudeckoro yedeHuss OI'KMII, 4To OTKpBIBa€T NMEPCNEKTUBBI I CO3JAHUS
KJIIMHUYECKUX KA U HUPPOBBIX MOAENIEH MOAACPKKH MPUHATHS PELLICHUI.

Takum oOpa3oMm, pe3yabTaTbl HCCIEIOBaHUS YIIYOJSIIOT Hay4HbIE 3HAHUSA B
o0JacTH KapJUOXUPYPIUM U OpraHU3alMy XUPYPrHUYEeCcKOro Moaxoaa, (Gpopmupys
TEOPETHUYECKYI0 0azy g TOCJIEAYIIINX  HUcciaeAoBaHUN  3(PGHEKTUBHOCTH
XUPYPTUUYECKUX METOAOB JICUEHHS.

IIpakTHyeckasi 3HAYMMOCTH PadOThI

[IpakTuyeckas 3HAYMMOCTb HCCIENOBAaHUSA 3aKIIO4aeTcss B pa3paboTke u
anpoOaIuy KOMIJIEKCHOTO MOJX0/1a XUPYypruueckoro jeyenus nauuenroB ¢ OI'KMII,
pe3yabTaTbl KOTOPBIX MOTYT OBITh HEMOCPEICTBEHHO MCIOIb30BaHbl B pabore
Kapauoxupyprudeckoi ciayxon Pecnyonuku Kazaxcras.

Pa3paboran U BHEApPEeH B KIMHUYECKYIO MPAKTUKY CIOCOO TpaHCAaopTalbHOM
IUTMKAlMY MUTPAJIBHOTO KianaHa /i Koppekuun SAM-cuHapoMa, B TOM YHCIIE Ha
MEXTyHapOAHOM YpoBHE (aBTOpckoe cBuietrenbcTBO Ne53820 ot 23.01.2025, akThi
BHeApenus HUUW kapnuonoruu u BHyTpeHHUX Oone3neit, Anmatsl, Kazaxcran)
(ITpunoxenue b, JK). PazpaboranHblii cnoco0 MIUMKAMM MUTPAIBHOIO KianaHa
pacmpsieT BO3MOXHOCTH OpPraHOCOXPAHSAIOWIENH XUPYPrHM MHUTPAJIbHOIO KJIalaHa,
CHUKAET BBIPAXKEHHOCTh MUTPAJIBHON PErypruTaluy, yJIy4llaeT FreMOJNHAMUYECKNE
MOKa3aTeJIu U YMEHbIIAET MOTPEOHOCTh B MPOTE3UPOBAHUH KIIAIaHA.

Pa3paGoTanHblii ¥  BHEIPEHHBI B  KIMHUYECKYIO TMPAKTHUKY CIOCO0
KapTUPOBaHUS MEKKETYT0YKOBOM NIEPErOPOAKHU SABJISIETCS METOAOM
JOOTIEPAIIMOHHOTO orpeaesieHus 3G(HEeKTUBHOTO U 0e30macHoro o0beMa pe3eKluu
MHUOKapia # o0ecreynBaeT OoJiee TOYHOE OIMNpeAesieHHe 30Hbl W TIIYOUHBI
MHODKTOMHH,  TOBBIIIAET  O€30MaCHOCTh  OMEpalMH,  CHIKAET  YacTOTy
UHTPAONEPALMOHHBIX OCJIOKHEHUI U YJIy4IlIaeT HENOCPEICTBEHHBIE XUPYPTUUECKUE
pe3yabTathl (aBTOpckoe cBUAETENbCTBO Ne53221-1 ot 09.01.2025, aktbl BHEApEHUS
HUWU xapauonorun u BHyTpeHHHX OonesHelt, AnMarsl, Kazaxcran) (Ilpunoxenue A,
E).

Co3aHHBIM  CeNTaNbHBIA PETPAKTOP [JIA TpaHCAOPTaJbHOM CENTaIbHOU
MHUOIKTOMHH YIIYUIIaeT BU3YAIU3AIUIO U JOCTYI K TUNEPTPOPUPOBAHHBIM OT/E]IaM
MEOKEIyIOYKOBOM  IEPEropoAKH,  YIPOINAECT  BBINOJIHEHHE  ONEPATUBHOIO
BMEILIATENIbCTBA, COKpamaer  ero  INPOAOJDKUTEIBHOCTh M IIOBBIIIAET
BOCIIPOM3BOIUMOCTh XUPYPTUUYECKOW TEeXHUKU (maTeHT Ha u3obperenue Ne36799,
aktbl BHeApeHus ['bY3 «I'Kb umenu W. B. [/laBeigoBckoro», Mocksa, P®, HMUI]
nMmeHn akanemuka E. H. Memankuna, HoBocubupck, P®; HUW kapauomoruu u
BHYTpeHHHX Oone3neit, Anmarel, Kazaxcran) (Ilpunoxenus B, T, [, ).

Pa3zpaboran u BHeApeH KIMHUYECKUH alrOPUTM NPUMEHEHHS] KOMILJIEKCHOTO
METOJIa JUISI MCIOJB30BaHHS B paMKax pEaJbHOM KIMHUYECKOW TPAKTHUKH.
KommniekcHast  oleHKa KJIMHUYECKOW 3(PQPEKTUBHOCTH HOBBIX METOJOB U
WHCTPYMEHTOB B  YCIOBHAX pPEAIbHOM  KIMHUYECKOM IPAKTHUKKA  CO3JAET
J0Ka3aTeabHy0 0a3zy Il UX BHEIPEHUS B PYTUHHYIO XUPYPIHUECKYIO MpPaKTUKY,
pa3pabOTKH KIMHUYECKUX MPOTOKOJIOB, OOYyYarOUIMX HPOrpaMM Uil XUPYpProB MU
JNajJbHEeNIen cTanaapTuzanuu xupypruyeckoro geuennss OI'KMILL
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BrisiBieHHast B3aMMOCBSA3b MEXAY T'€HETUUECKUMU, TUCTOMOP(HOIOTHYECKUMU U
aHATOMO-()YHKIIMOHAJIbHBIMU XapaKTEPUCTUKAMU MPUMEPE JIOKAJIbHBIX MAIUEHTOB C
OI'KMII 1o3BOJIAIOT BHEAPUTH NEPCOHATM3UPOBAHHBIM NOAXOJ B BEICHHUHU
MAIMEHTOB.

[TonyuyeHHble pe3yabTaThl MOTYT OBITH HCIOJB30BaHBI B 00pa30BaTEIbHBIX
mporpaMMax MEAUIIMHCKUX BY30B IIpU pa3paboTke ydyeOHbIX MOAYIEH TIo
cTparuuKaIuy MalMeHTOB, HYKAAIOUIUXCS B XUPYPrUUeCKOM JieueHu. Martepuabl
HCCIIEJIOBAaHUSI MOTYT CIIY’KHUTb OCHOBOM JIJIsl MOATOTOBKM METOAMYECKUX MOCOOUN U
o0yyarolux KeHCOB JIsl CIIEIUAIUCTOB.

BHenpeHnue pe3yjibTaTOB UCCJIEI0OBAHUS

Pe3ynbpTarsl ccieaoBaHUS BHEAPEHBI B MPAKTUYECKYIO AEATEIBHOCTb.

OA «HayuHo-uccienoBaTeabCKUii WHCTUTYT KapAUOJOTUM W BHYTPEHHUX
oonesneit, Anmarsl, Kazaxcran (ITpunoxenus E, XK, N).

denepanbHOE TOCYIAPCTBEHHOE OrOKETHOE YyupexkaeHue «HaruoHambHbIN
MEIULIMHCKUNA WCCIENO0BATENBbCKUM LIEHTp MMEHHU akajgemuka E.H. Memankunay
MunucrepctBa 3apaBooxpanenus Poccuiickoit ®enepanun (OPI'BY «HMUL] um. ak.
E.H. Memankuna» Munsapasa Poccun), HoBocubdupck, PO (Tlpunoxenne ).

INocynapcTBeHHOE 0FOJKETHOE YUpEKIECHUE 3APaBOOXpaHEHUs ropoja MOCKBBI
«l'oponckas knmuHuueckass OonbHHIa uMeHn W.B. JlaBeimoBckoro JlemaprameHTa
3paBooXpaHeHus ropoaa Mocksel», Mocksa, P® (ITpunoxenue I).

JInuHblii BKJIaA aBTOPa COCTOMT B pa3paboTKe TEOPETUYECKOHW W
METOJOJIOTUYECKOW  OCHOBBI ~ MCCIJICIOBAaHUs, OpraHu3alid W  [POBEICHUU
MCCJIEIOBAaHMUs, YUaCTUM Ha BCEX dTalax HCCIeNI0BaHus, 00paboTKe CTaTUCTUYECKUX
JTAHHBIX, HANMUCAaHUU BCEX PA3ICJIOB JUCCEpTAlMM, aHalu3e U OOCYXKIECHUU
MOJIYYEHHBIX PE3YJIbTaTOB, (POPMYIUPOBKE OCHOBHBIX MOJIOKEHUM, BRIHOCUMBIX Ha
3alIUTY, a TAKXKE B MIOJATOTOBKE BBIBOJIOB U ITPAKTUYECKUX PEKOMEHIALINM.

Anpodanusi padoTsbl

Martepualibl 1uccepTaluu A0JI0KEHbI U 00CYKIEHBI Ha:

- The 29" Scientific Meeting of the International Society of Hypertension (12-16
oktss0pst 2022 roma, Kuoro Snounus), Te3uc;

IyOuukanuu 1mo TeMe UCCJIAeI0BAHUS

[To Teme nucceprarmoHHOW pabOTH OMyOJWKOBaHO 4 HAYYHBIX TPYJa, B TOM
yuciie 3 CTaTbd B KypHajaxX, pPeKOMEHIOBaHHBIX KomuTeToM 1Mo oOecrnedeHuto
KauecTBa B chepe HayKH M BHICIIETO 00pa3oBaHusi MUHUCTEPCTBA HAYKU U BBICIIETO
oOpa3zoBanusa Pecnybmukm Kazaxctan m 1 craress B 3apyOeXHBIX KypHaiax,
uHaekcupyemoM O6azamu Scopus Cite Score u Web of Science (Clarivate Analytics):

1. «Frontiers in Surgery» Scopus Cite Score — 3.3, 69 mponenTmis, Web of
Science — Q2.

[Tonmyuen mareHT Ha n3o0perenHue Ne36799 (Ilpunoxenne B), 2 cBumeTenbcTBa 0
rOCY/IapCTBEHHOW PETUCTpAIluy IpaB Ha 00BeKT aBTOpckoro npasa PK (IIpumoxenus
A u B) u 5 aKkTOB BHEJpEHUS PE3yJbTATOB HAYYHO-HCCIIEIOBATEILCKONH PabOTHI B
MPAKTUYECKYIO JeATEeIbHOCTh opranu3anuii 3apaBooxpanenus (Ipunoxenus I, /1, E,
X, N).
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O0beM U CTPYKTYpa AUCCEPTALMHU

HucceprannonHas padorta uznoxeHa Ha 118 cTpaHunax ¢ yueTom MpuIoKeHuH,
COCTOUT M3 BBEAECHUS, 0030pa JUTEPATYpbl, IJIaBbl MATEPUATIOB U METOJOB, IJIABBI,
MOCBAIICHHOW  pe3yibTaTaM  COOCTBEHHBIX  HcCclenoBaHud.  Jluccepramms
wuocTpupoBana 8 tadnunamu, 29 pucynkamu, coaepxxut 10 npunoxeHui.
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1 COBPEMEHHBIE MNPEJCTABJEHHS OB OBCTPYKTHUBHOU
TUINETPO®UUYECKON KAPJUOMUOIIATUU U EE TEPAIIMU (OB30P
JIMTEPATYPBbI)

[lenpto o0030pa nuTepaTypbl OBUIO O00OOIIEHHE COBPEMEHHBIX JaHHBIX O
[aToreHese, AMAarHoctuke u xupyprudeckoM JiedeHnn OI'KMII u omnpenenenue
HEPEIIEHHBIX BOMPOCOB, CTABIIMX OCHOBAHUEM JIsl TOCTAHOBKH 3a7a4 COOCTBEHHOTO
UCCJIEI0BAHMUS.

B 3amaum 0030pa Bxoauia CUCTEMATU3alMs JIA@HHBIX O TEHETHUYECKOM H
MOp(]OJIOTrnYecKoil TeTepOreHHOCTH 3a00JIeBaHMS; COMOCTABICHUE JEUCTBYIOIIMX
MEXAYHApOIHBbIX KiuHuW4yeckux pekomennaumii (ESC 2023, AHA/ACC 2020) u
HaIMOHANBbHBIX ToKyMeHTOB (Knunuueckuii nporokon M3 PK, 2014); kpuruueckoe
CpaBHEHME METOJIOB CENTaJIbHOM peayKuuuh (XUpyprudyeckas MHOIKTOMUS,
aJKOroJIbHAasi ~ cenTanbHas  aljamus,  TpaHCKaTETEpHbIE  MOAXOAbI) IO
reMOJIMHAMUYECKUM U OTHAJNEHHBIM Pe3yJibTaTaM; aHAIN3 XUPYPIHUYECKHUX METOJIOB
Koppekiuu SAM-cuHApoMa; U OLEHKA COCTOSIHUS TUarHocTuku u jgedeHust OI'KMII
B Pecniybnnke Kazaxcran.

ITouck nposenén B 6azax PubMed, Scopus, Web of Science, Cochrane Library,
ScienceDirect, eLibrary, KubepJlennnka u B peectpe PROSPERO 3a nepuon c ssuBaps
2014 r. mo maii 2026 r. KiroueBbie cioBa u MeSH-tepmunsbl: «hypertrophic
cardiomyopathy», «obstructive HCM», «septal myectomy», «alcohol septal ablation»,
«mavacamten», «aficamten», «<SAM syndrome», «mitral valve plication», «cardiac
MRI mapping», a Takxke UX PyCCKO- U Ka3aXCKOS3bIYHbIE SKBUBAJICHTHI.

Kpurepun BriIIOYEHHs: OpUTMHAJIBHBIE HCCIIENOBAHUA M CUCTEMAaTHYECKHE
0030phl Ha AaHTJIMACKOM WM PYCCKOM SI3bIKaX, IOCBSIIEHHBIE TMaTOTEHE3Y,
nuarHoctuke wunun JjedeHutro OI'KMII y B3pocnbix mnamueHToB. Kputepuu
UCKJTIOYEHUS : IEANATPUUYECKHUE CEPHUH (€CIIM aHATN3 BO3PACTHBIX IPYIIT HEBO3MOXKEH),
TE3UCHI, TyOJUPYIOMINUE U My TUKAIIH.

Onenka W MHTEpIIpPETAIUsl JAHHBIX MPOBOJMUIUCH HA OCHOBE OOIIETPUHSATHIX
IIPUHITMIIOB JOKAa3aTeIbHOM MEIMIIMHBI ¢ UCIOIb30BaHueM Kiaccudukamuii Oxford
CEBM u pexomenpanuiit ESC.

1.1 DnuaemMuon0orus runepTpoGuyecKoi KAPAUOMHUONIATHH

['uneprpoduueckas  kapamommomnatus (KMII) —  pacmpocrpanénnoe
reHeTHYeCcKoe 3a00JieBaHUEe MHOKap/a, mopaxaeT npubnmsutensHo 0,2% HaceneHus
MHpa U HacCJleAyeTCs MO ayTOCOMHO-IOMHUHAHTHOMY THUIY, MPU 3TOM KIMHUYECKHE
MIPOSIBJICHHSI BO3MOYKHBI B JTIOOOM Bo3pacte [7].

3a mocnegHee NECATUIIETHE CooO0IaemMas pacnpOCTPAHEHHOCTh M YacTOTa
nuarHoctupoBaHHor ['KMII yBenmnuuince, 4To, BEPOSTHO, OTPAXKAET YIy4IICHUE
JUArHOCTUKA M 0ojiee IIMPOKOE HCIIONb30BAHME COBPEMEHHBIX METOJIOB
BU3yanm3anuu [8].

3aboneBaHue  XapaKTepU3yeTCd HEOOBSCHHUMOW  rumneprtpoduei  JIeBOTO
Kelaynouka, runeprpopued U IUCPYHKIHMEH MHUOLMTOB, HWHTEPCTULHUAIBHBIM
¢udpo3om [9,10] u BapraOEIbHOCTHIO KIMHHUYSCKUX MPOSBICHUH, BApbUPYIOIINXCS
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OT OECCHMMNTOMHOTO TEUYEHHUS 1O Pa3BUTHSl CEPICUHOM HEAOCTATOYHOCTH WIIU
BHE3amHOM cepaeyHorM cMeptu. COrjlacHO JaHHBIM, PAacHpoOCTpaHEHHOCTH 1:500
npejcTaBisieTcss Haubojee aKTyallbHOM JIsl KIIMHUYEeCKOU onieHKU U BeAeHus ['KMII

[11].

1.2 Mopdosorudeckne 0COOCHHOCTH MHMOKapAa NpU rumneprpoduyeckoi
KapIMOMHONIATHHI

I'maBubiM Mopdonorudeckum cyoctpatom 'KMII siBnsieTcst yTosieHne CTeHKH
JICBOTO JKENyAOYKa TPU OTCYTCTBHM MPHUYWH, CBSI3aHHBIX C BPOXKICHHBIMU WIIH
OpUOOPETEeHHBIMU  TIOpOKaMU  cepjua, aprepuanbHoi  rumeptonueit  (Al),
umemuuyeckoir 6osiesupto cepana (MBC) u apyrumu 3a0oneBaHUSIMU, KOTOPBIC
CIOCOOCTBYIOT pa3BUTHIO TUtiepTpoduu Muokapa [12].

['ucronoruyeckas KapTUHA UCCEYEHHOM YACTU MEXKEITYJOUKOBON MEPErOPOIKH
npu ['KMII onwuceiBaeTcsi Kak Je30praHu3aldsi MHUOKapAHalbHBIX BOJOKOH C
runeprpodueil KapJUOMHUOLIMTOB, UMEIOIIUX MOIUMOP(PU3M B BUIE pa3HOOOpa3HOU
dopmbr  sapa. Kak mpaBuio, 3TH  Anpa  1eOpMUPOBaHBI M OKPY>KEHBI
NEPUHYKJICAPHBIM BEHIIOM CO CKOIUIEHHEM B O3THUX O00JacTsIX TJIMKOTeHA.
Mukpockonu4yeckoe  HCCIEJOBaHUE,  TaKXkKe,  OTMEYaeT  Je30pPTaHHU3aIUI0
KapIUOMHUOIIUTOB, Ky4HOCTh MUTOXOHPUI U pyOIIeBaHKE sIIEPHBIX MeMOpaH [13,14].
Ko Bcemy nmpouemy, u3BMEHEHHs 3aTParuBalOT U CTEHKH MHTPaMypajbHBIX apTepHol,
NpEe/ICTaBICHHBIX B BUJIE TUIIEPTPOOUHN MEANH U TUTIEPINIA3UH UHTUMBI, YTO IIPUBOUT
K CYXEHHUIO TPOCBETa COCYIOB M, OYEBUAHO, YMEHBUICHUIO OOIIEH KOpPOHAPHOM
€MKOCTH, BbI3bIBasi MOP(OJIOTHUYECKUE H3MEHEHUs TUCTPO(HUUECKOro Xapakrepa.
CoBpeMeHHbIE TUCTOJIOTUYECKHE U AJIEKTPOHHO-MUKPOCKOMUYECKUE HCCIIEI0OBAHNUS,
U3y4YaBIlIKe OMONTAThl MHOKap/Aa MPHU Pa3IMYHBIX 3a00JIEBAaHUAX CEep/Ila, TAKUX KakK:
BpOXKJIeHHBIC W TpuoOpereHHble Topoku; A" m MBC, ommceiBaroT HUIAESHTUYHYIO
MOPQOJIOTHIO, U B MOMBITKE Mpon3BecTu nuddepennuanuio ot ' KMII st paboTsl He
JAar0T OAHO3HAYHBIX OTBETOB [15].

W3 yero ciemyet, 4TO yKa3zaHHBIE B JIUTEpAType MOPQPOIOTUYECKUE U3MEHEHUS
npu ['KMII, Henb3st cuutaTh crieniuUIHBIMH.

deHoTUnYecKHe IOJITUTTBI rUnepTpoPuIecKoi KapJMOMHOTIATUN
npeJIcTaBICHbI Ha pucyHke 1 (amantupoBano u3 Litt et al., 2022) [16].
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Hopma CurmoBuaHan neperopogka Ob6paTHLIA KOHTYp Neperopoakv

F

HeltTpanbHas runeprpodus AnuKansHas runeptpodus CpeaHexenyao4Kkosas runepTpodus

(A) HopmansHoe cepaue. (B) Tun A — curmoBuaHas Neperopoika: U30JIUpOBaHHAS TUIIEPTPOPUS
6azanpHoro otnena MXII. (C) Tun B — runeptpodus oxBaThiBaeT OOJBIIYIO 4acTh Oa3aIbHON
MXII, pacnpoctpansscs k Bepxyuke. (D) Tun C — paBHomepnas runeptpodus MXKII u 3anueit
creHkd. (E) Tun D — anukanbHas runeptpodus npu MuHUMaiabHOM BoBieueHun MXKII u 3agHeit
creHkd. (F) Tun E — runeprpodus MXKII u 3anHeit cteHku 0e3 anuKaabHOTO KOMIIOHEHTA; MOXKET
IIPUBOJUTH K CPEIHEKEITYJOUKOBOMY I'PAJUCHTY

Pucynox 1 — Mopdomnorudyeckue GpeHOTUIBI runepTpohuIecKon KapJMOMHONIATUH

O6ctpykruBHas popma (OI'KMII) siBisieTcs camoit yactoit popmoii 'KMII. Tak,
JAHHBIE EBPOIEUCKUX KOTOPT, OCHOBAHHBIC HA MOMYJISIMOHHBIX HCCIICOBAHUSMX,
JEMOHCTPUPYIOT PACTYIIYIO PACIPOCTPAHEHHOCTh KaK 00IIeH, TaKk U 0OCTPYKTUBHOM
I'KMII (8), mpu 3TOM 3HAYMTENbHAS YaCTh CJIy4aeB MPOSBISIETCS (YHKIIMOHATBHOMN
oOcTpyKIeil. OTo TEHACHIMS MOTYEPKUBACT COXPAHSIOUIYIOCS HEO0OXOIUMOCTh
ONTUMM3AIMN TEPANEBTHUECKUX CTPATETWii y TMAalMeHTOB C CUMITOMATHYECKOU
0O0CTPYKITMEH BBIXOAHOTO TPaKTa JIEBOTO JKEIyA0UKa.

1.3 I'eneTnueckast NPeAPaCHOJIOKEHHOCTD 00CTPYKTHBHOM
runepTpopuyecKoi KApAUOMHONATHH U BO3MOKHOCTH IUATHOCTHKH U JIeYeHUS

B Hacrodiee Bpemsi YCTaHOBJIEHO, YTO BEAYILIYIO pOJib B TMATOTCHE3E
3a00JIeBaHUS UTPAIOT MYTAIMH T€HOB CAPKOMEPHBIX OeNKoB, uTo onpeaensetr Ol KMIT
KaK KJaCCUYECKYI0 MOJIelb MOHOIE€HHOW KapJUOMHUONATHUH C ayTOCOMHO-
JOMUHAHTHBIM TUIIOM HACJIEIOBAHUS C BBIPAKEHHON T€HETHYECKON TeTepOreHHOCTHIO
1 BapuaOeNbHON KIIMHUYECKON SKCIIPECCUEH.

CxemMaTH4eCKH MyTh OT CAPKOMEPHOUN MyTaIuu K OpMUPOBAHHIO TUTIEPTPODUH,
JI€30praHu3ali BOJIOKOH W OOCTPYKLIMHM BBIBOJHOTO TPAKTa JIEBOTO KEIyI0YKa
NPEJICTaBJICH Ha pUCYHKe 2 (CXeMa maToreHesa ajantupoBana u3 Marian et al., 2017)
[12,p. 758].
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Toncroie ¢ ol

ToHkue punameHTbI

| Z-puck

Y

HavyanbHble Tpanckpunyua MPHK

(npokcumanbHble) Skcnpeccua Genkos
AedekTbl CBopka capkomepa
HyBCTBUTENLHOCTDL K KanbLUuio
AxtusHOCTL AT®a3bl
lexnepayma cunbl
v
BropuyHble CurHanbHbie nyTm
(npomexyToyHble) 3Kcnpeccus reHos
MoneKynspHbie MocTTparcnAymMoHHbIE MoANDUKaLMK

W3MEeHeHus MuToxoHAPHAnbHAR AMCHYHKUMA
——  Tpoduieckue n MuToTU4ECKHE HaKTOPbI

\

TpeTuyHble MnepTpous MMoLMTOB
(rucronoruyeckue) [lesopraHn3ayma MUOUMTOB

cheHoTUNBI WHTepcTuymansHein ubpoa
Muneptpodua cepaya

v
YerBepTUyHble CepaeyHbie apuTMum
(knuHUYeckue) BHe3anHas cepaesHan cMepTb
theHoTMNBI OBCTPYKYMA BLIXOAHOIO TPaKTa NEBOro Xenyao4Kka

CepaeyHas HeloCTaTONHOCTb

Pucynok 2 — [Tarorenes I'KITM

1.3.1 OcHOBHBIE T€HETUYECKHUE AETEPMUHAHTHI

Hau6onee vacro OI'KMII accomnumnpoBana ¢ MyTanusiMi B T€HaX CApKOMEPHBIX
oenkoB, nmpexae Bcero MYBPC3 (myosin-binding protein C, xkapauaibHblii MUO3UH-
ces3piBatonuii 6enox C) u MYH?7 (B-myosin heavy chain, B-tsoxénas mens Muo3uHa),
Ha JIONI0 KOTOPBIX NPUXOAMUTCS COCTaBISAIOT a0 60-70 % BCeX TeHEeTUYECKH
BepuduiupoBanubix ciaydaes [KMIT [17,18]. DTu reHbl KOIUPYIOT KIIFOUEBBIC
CTPYKTYPHO-(DYHKIIMOHATbHBIE ~ KOMIIOHEHTBI ~ CapKoMepa,  OOeCIedHBaIonue
COKPAaTUMOCTh MUOKapaa. HapyiieHnus B ux CTpyKType IPHUBOIAT K SHEPTreTUIECKOMN
TUCHYHKIIUA ~ KApJUOMHUOIIMNTOB, THUNEPTPOPUUECKOMY PEMOJCIUPOBAHUIO U
dbopmupoBanuto xapakrepHoro ¢penorumna OI'KMII.

Mytanuu B MYH7 yaie oTHOCSTCS K MEUCCEHC-BapHaHTaM (TOUYEUYHBIE 3aMEHBI
HYKJICOTHUJIOB, TIPUBOMSAIINAE K 3aMEHE OJHON aMHUHOKHCIOTBHI B CTPYKType Oeinka).
Takne wW3MeHEHUs peamu3yloT TaToJormueckuii dhdexT uepe3 MeXaHu3M
«TOKCWUYECKoro ycwieHus (yHkmum» (toxic gain-of-function), mpu xoTopoMm
oOpa3zyercss CTPYKTYpHO HM3MCHEHHBIM M (PYHKIIMOHAJBbHO aHOMAJIbHBIN OEIoK,
o0JagaroNiii MaTOJIOTHISCKUMH CBOWCTBAMM.

B mpotuBononoxkHocTe 3TOMY, s Mytaumii B reHe MYBPC3 xapakrepHsl
HOHCEHC-MyTanuu (TIPEeKIEBPEMEHHOE TOSBICHUE CTOM-KOJOHA, TPHUBOJAIIEE K
CUHTE3Yy yKopodyeHHOro Oeinka) u frameshift-myrannuu (MyTanuu co CABUTOM paMKH
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CUMTBIBaHHUS ), BOSHUKAIOLIME BCIIEACTBUE BCTABOK WJIH JICJIELUU HYKIEOTHI0B. Takue
M3MEHEHHUs] OOBIYHO MPHUBOJAAT K PA3BUTUIO TaIlJIOHEIOCTATOYHOCTH — COCTOSIHMS,
IIPU KOTOPOM OAHOW (PYHKIMOHAIBHOW KOMIMHU T'€Ha HEJOCTATOYHO JJIsl HOPMAJIbHOT'O
CUHTe3a OesKa U NoJJepKaHusd PU3NOIOrHIeCKO (PYHKIIMHU KIETKH.

VYKkazaHHbIE MOJIEKYJSIpHbIE MEXaHM3Mbl  OOYCIOBIMBAIOT  pa3iuyus B
KJIIMHUYECKOM TeueHuu 3abosneBaHus. dopmbl 3a00sieBaHMs, aCCOLMHUPOBAHHBIE C
MyTanusmu B reHe MYH7, kak npaBuiio, XxapakTepu3yrorcs 0ojiee paHHUM J1€0I0TOM
1 06oJee TSHKENBIM KJIMHUYECKUM TeUEHHUEM, TOT/1a KaK BapUaHThl, CBA3aHHBIE C TEHOM
MYBPC3, yame nposiBisioTcs B 0Oojiee MO3JHEM BO3pacTe M JEMOHCTPUPYIOT
BapuabesIbHYIO MEHETPAaHTHOCTD (TO €CTh HE Y BCEX HOCUTENEH MyTallMK pa3BUBAETCS
KIMHHYecKas cumnToMatuka) [19]. Kpome Toro, npoBeieHne reHeTHUECKOTO aHaIn3a
MYTallMi IMEET 3HaYeHue /JIs BBISIBJIEHUSI HOBBIX BAPUAHTOB, K PUMEPY, B HEJJaBHEM
UCCIICIOBAaHUN ObUTH MICHTH()HUIMPOBAHBI YeThIpe HOBBIX Bapuanta MYBPC3 [20].

K d4ucny npyrux TreHOB, 4acTO BOBJIEYEHHBIX B THaToreHe3 3a0oJieBaHUA,
otHocsates TNNT2 (ren xapamansHoro tpomonuna T), TNNI3 (ren kapauanbHOTroO
tponionuna ), TPML1 (en a-tponomuosuna), MYL2 (reH peryasTopHoit 1Erkou nemnu
muosnHa), MYL3 (ren sccennuansHoit nérxkod menu muoszuHa) U ACTC1 (ren o-
aKTHHA CepACYHON MbIIbl) [21-23].

Cucremaruzaisi 1O OCHOBHBIM CapKOMEPHBIM T€HaM M KIMHHUYECKOMY
3HAYCHUIO TeHETUYECKOro TecTrpoBanus npuseaeHa B Tabnuie K.1 (Tlpunoxenue K).

1.3.2 Tun nacnegoBaHus U MoauQpUIIUpYIOIKe GaKkTopsI

OI'KMII HacnemyeTcst mpeuMyIIECTBEHHO MO ayTOCOMHO-JIOMUHAHTHOMY THUITY C
HEMOJIHOM TEeHETPAaHTHOCTHIO M  BO3PACT-3aBUCUMOM  AKCIPECCUBHOCTHIO. ITO
O3HAYAEeT, YTO HAJIMYME MMaTOr€HHOr0 BapuMaHTa HE BCETrJa MPUBOAMUT K KIMHUYECKON
MaHuecTauu 3a00JIeBaHMsI, YTO CYIIECTBEHHO OCJIOXKHSET MPOTHO3WPOBAHHUE U
TpeOyeT ATUTETHHOTO TUHAMUYECKOT0 HaOIIOIEHUsI HOCUTENIeH MyTaIlui.

Knuandeckas BapuaOenbHOCTh (EHOTHUIIA OOBSICHAECTCS HE TOJIBKO THIIOM
MYTallMk, HO M JEUCTBHEM MOIUMDUIMPYIONUX (PAKTOPOB, BKIIIOYAS MOJIUTCHHBIE
MEXaHU3MBbI, SIMTUTCHETHYECKIUE U3MEHEHHUS U BIHUSHUE TeMOIMHAMUYECKUX YCIOBUIA.
CoBpeMeHHbIE TaHHbBIE TTOJTBEPKIAAIOT, YTO MOJUTECHHBIN (POH MOXKET CYIECTBEHHO
MOAU(PUIIUPOBATH BHIPAKEHHOCTH TUIEPTPOPUU JaxkKe MPU HATUYUU OJHOU M TOU Ke
CapKOMEPHOM MYTaIlUU.

1.3.3 T'enotun—heHoTun Koppensnuu

['eHOTHTI-O0YCIOBIIEHHBIE ~ pa3lW4yusi  UTPAOT  KIIIOYEBYIO  POJdb B
MPOTHO3UPOBAHUM TeueHus 3aboneBaHus. Myrtamuu B renax MYH7 u MYBPC3
aCCOLMUPYIOTCA C BBIPAKEHHOW aCUMMETPUYHOMN runepTpopuenn MexKeay104YKOBOM
MEePEropoAKd M 3HAYUTEIbHOW J€30praHu3alieil KapAMOMHOILMTOB, UYTO OTpa)kaeT
riy0OKOe HapylICHHe apXUTCKTOHHKH Muokapna [24]. TlamueHTsI ¢ MyTanusMu
MYH7 neMoHcTpupytoT Oojiee paHHee Haudajlo 3a00JIeBaHUsA, BbIPAKEHHYIO
runepTpoduio Muokapaa, 6ojee yactoe pa3BUTHE OOCTPYKIIMU BBIHOCAILETO TPAKTa
JIEBOT'O JKENyA0UKa U TSKEI0e KIMHUYECcKoe TeueHnue. HanpoTus, HocuTenu MyTauui
MYBPC3 umeror Ooisiee BapuabOelibHbId (PEHOTHI U TMO3JHIOK MaHHU(ECTaIUIO
3a00seBaHusl.
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Oco0oe KIMHMYECKOE 3HAaYeHHWE HMEIOT KoMmayHaHbele (compound) u
MHO>KECTBEHHBIE MYTAllMM, MPH KOTOPBIX HAOIIOJAETCS CUHEPrudyecKuil 3QQekr,
NPUBOJAILIMNA K OoJjiee arpecCUBHOMY TEUEHMIO 3a00JieBaHUs, PAaHHEMY Ppa3BUTHUIO
CEepACYHOM HETOCTATOYHOCTU U MOBBIIEHHOMY PUCKY BHE3AITHON CEPAECYHON CMEPTH.
Taxxe yctaHoBieHo, uto OuamiensHble MyTauuun MYBPC3 accouunpoBaHbl ¢
O0COOEHHO TSDKENBIM (DEHOTUIIOM, YTO MOXKET paccMaTpUBATHCS KaK MOTEHIMAIbHAS
rpyIina BBICOKOTO PUCKa Il PAHHUX MHTEPBEHIIMOHHBIX cTpateruit [12,p. 749].

OnHako, HECMOTpPS. Ha M3BECTHBIE ACCOLMALMU MEXKAY OTIEIbHBIMH I'€HAMH U
MOP(OJOTUYECKUMH (PEHOTUIIAMH, TpsiMas KOpPENAlMs MEXAy TEeHOTUIIOM U
CTPYKTYPHBIMHU TPOSIBIICHUSIMU OCTAETCSI HEMOMHOW. Tak, y HOCUTENEeW OJUHAKOBBIX
MyTallMi HaOII0MaeTcs IIUPOKUM CHEKTp MOPQPOJOTHYECKUX U KIMHHUYECKHX
OpPOSIBICHUWM, YTO YKa3blBAET HA pPOJb MOJAUPHUKATOPOB DSKCIPECCHH T'€HOB,
SMUTCHETUYECKUX MEXaHW3MOB U T'e€MOJMHAMHYECKHX (PAKTOpOB, BIHUAIOMIMX Ha
pean3alnio narojorunyeckoro penoruna [25,26].

Takum oOpa3zom, reHeTHYecKud MpoduUiIb MAIMEHTa CTAaHOBUTCS BaKHBIM
MHCTPYMEHTOM CTpaTU(UKALMU PUCKA U UHIUBUIYAIN3AIUHU BEACHUS.

1.3.4 Knunnyeckoe 3HaYeHUE TeHETUYECKOTO TECTUPOBAHUS

Copemennbie MextyHapoiabie pekomenaanuu ESC (2023) u AHA/ACC (2020)
MOTYEPKUBAIOT HEOOXOJUMOCTh MPOBEJACHUSI F€HETUYECKOTr0 TECTUPOBAHHS y BCEX
MAIMEHTOB C MOJIO3PEHUEM Ha TUIEPTPOGUIECKYIO Kap IMOMHOIIATHIO.

AnroputM auarHoctuku OI'KMII cornacHo IeMCTBYIONIUM MEKIYHAPOIHBIM

PEKOMEHIAIMAM IIPeICTaBIeH Ha pucyHKke 3 (amanTupoBano u3 Arbelo E. et al., 2023
u AHA/ACC 2020) [27,28].
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CemelHbIH aHaMHes + KNWHWYECKHA OCMOTP
Cunrone, BCC y poACTBeHHWKOB, CUCTONMYECKUH LyM

3Kr
Mneptpodmua MK, ueeepcun aybuya T, Q-aybuyw

3xokapauorpaduna (IxokKr)
° TonuwmHa MK 215 mm (unu 213 mm npu cemeiHom anamuese [KMIT)

yenka [BTIDK, mutpansHoi peryprutayymm, gvactonmueckon yHKum

{ Ha6nioaeHne | nowck HET Kpurepun ity WcKknioveHne heHoKoNMIA: ’
ANLTePHATUEHOrD AWarHo3a ELINONHEHBI? Amunongoz, Doneaqs Oabpu,
AT, cnoptuexoe cepaye, PKM PRKAG2, muToxoHapuonatuu
A |
MPT cepaua (KMF) Knace I/B (ESC 2023):
o T1-kaptuposanre, ECV, natueseii T1 o ECEM NaLWeHTamM Npy NEPEMUHOR
Mo3aHee ragonuHnesoe younexue (LGE) — ouekka duGposa oueHke + npu Heurchopm. IxoKl

FeHeTUYeckoe TecTUpOoBaHWe npoﬁanna
° Maxent reros capkomepa (MYH7, MYBPC3, TNNT2, TNNI3 v gp.)
Knacc I/B — ESC 2023; AHAJACC 2020

v

NaToreHHeIW HET /VUS KNMHWYeCKNIA CKPUHHMHT
BAPHAHT HAHAEH?T POACTBEHHNKOE | NUHUK
3Kl + 3xoKl kaxasie 2-5 net
¥ o

KackagHbii reHeTUHECKMN CKPUMHWUHT
o PO,\J.ETBEHHMHM' | NUHKKM — reHeTMYeckoe TecTvpoeaHue

Knace I/B — ESC 2023

Y
y v

Menotun+/®@eHoTun+ ] FeHoTun+/®eHoTnn-

[uarxos FTKMI noaTeepxaéx Hocutens myTayuu Gea mnepTpoduu

— Ouenra pucka BCC (HCM Risk-SCD) — HaBnwpgenune kaxasie 2-3 roga

Knaccobl pekomengauymi
B | — pexomengosaro

B ia— cnegyet paccMmoTpers

1lp — MOMHO pacCMOTPeTh

Pucynok 3 — AIroput™ 1UarHOCTUKHU TUNIEPTPOPHUUECKOM KapIMOMUOTIATHH

(amantuposano u3 ESC 2023 u AHA/ACC 2020)

OCHOBHBIC KIIMHIYECKHUE TIeJIA BKITFOYAIOT:

- IOJTBEPKICHUE ATUOJIOTHYECKOTO JINarHO3a;

- IPOBEJICHNE KaCKaHOTO CEMEMHOT0 CKPUHUHTA;

- BBISIBJICHHE O€CCUMIITOMHBIX HOCUTENICH MYTallni;

- CTpaTU(UKAIUIO PUCKA OCIOKHEHUH;

- UCKJTI0YeHue GeHoKonuil (0ose3HEN HAKOTIJICHUS, aMUJIONU 1032 U JP.).

Hcnonp3oBanue maHeneil cexkBeHmpoBanus HoBoro mnokonenus (NGS, next-
generation sequencing), BKJIIOYAIONIUX CAPKOMEPHBIE TEHBI, TIO3BOJIIET BBISBISITH
MaTOTCHHBIC BAPUAHTHI C BBICOKOW YYBCTBUTEIBHOCTRIO [29]. OqHAaKO MHTEpIIpETALINS
PE3yNBTaTOB TPEOyeT MYIbTUAUCIUTUIMHAPHOTO TIOJIX0/1a C yYACTHEM KIIMHUYECKOTO
TCHETHKA, TMOCKOJIbKY 3HAYUTENbHAS JOJII BAPUAHTOB OTHOCHUTCS K KATETOPHUSIM
BapHaHTOB HeompeaeacHHoro 3nadeHus [30].

OcoOyt0  TpakTUYECKYyl0  IEHHOCTh  WMEET  BBISBICHHE  TCHOTHI-
MO3UTUBHBIX/(DEHOTUI-HETATUBHBIX ~ TAI[UEHTOB, Yy  KOTOPHIX  OTCYTCTBYIOT
KIIMHUYECKUE TIPOSIBICHUS, HO COXPAHSICTCS PUCK Pa3BUTHsI 3a00JIEBaHUS B OyIyIIEM.
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Kpome Ttoro, uccnenoBaHusi J€MOHCTPHUPYIOT, YTO y JAHHOM KOrOpPThl MAlUEHTOB
SAM BeisiBIIsIeTCS yke Ha cyOrnmHuveckoi craguu ['KMII [31]. B manHo# rpymme

PEKOMEHJIOBAHO PETYJSPHOE 3XOKapAHOrpapUUecKoe M KIMHUYECKOEe HaOI0JeHne
[27,p. 3528].

1.3.5 T'enernueckue GakTopsl U TIKECTH 3a00JIEBAHUS

Hakomnnennsle fna HHBIE CBUAETENBCTBYIOT, UYTO HAJIM4YME OIpPEAEIICHHBIX
TreHEeTHYECKUX BAPUAHTOB aCCOLMUPOBAHO C OO0JI€€ TKEIbIM KIMHUYECKUM TeUeHUEM
1 He0OXOJIMMOCTBIO MHBa3UBHOIO JiedeHus. B yacTHoCTH:

- myrtauuu MYH7 accoumupoBanbl ¢ 0Oosee BbIpaXeHHOW runeprpoduei u
paHHel 00CTpYKIIUEH;

- KOMOWHHpPOBAHHBIE MyTallMU MOBBIIIAIOT PUCK MPOTPECCUPOBAHMS CEPICUHON
HEJ0CTaTOYHOCTH;

- OuamienpHble W compound-MyTalMyd MOPUBOAAT K TSXKENIOMY (PeHOTUIly C
paHHel MaHupecTaluen.

DT 0COOCHHOCTH OOBICHSIOT 00Jie€ BBICOKYIO YacTOTy XHUPYPTrUUYECKHX
BMEIIATEIbCTB, BKIKOYAsl CENTAIbHYI0O MMOIKTOMMIO WIIM AJKOTOJIBHYIO a0aluio, y
NAIMEHTOB C HEOIArONMPUSTHBIM T€HOTHUIIOM.

1.3.6 IlepciekTUBBI IPEHIM3UOHHON MEAUIMHbI

CoBpeMeHHBIN 3Tan pa3BUTHUS KAPJIAUOTCHETUKH XapaKTEPHU3YETCS MEPEXOIOM K
npeuu3uoHHoW MenuuuHe. OOHUM U3 HaumOoJiee NEPCHEKTUBHBIX HalpaBlIeHUN
ABJISIETCS. TapreTHas Tepanus, HalpaBiIC€HHAas Ha MOJIEKYJISIPHbIE MEXaHU3MBI
capkoMepHo# nuc@yskiuu. [Ilpumepom sBisieTcss MHTMOUTOP MHO3MHA MaBaKaMTeH,
KOTOphIi B kiaumHHYeckoM uccienoBanun EXPLORER-HCM npoaemoHCTpupoBai
3HAYMMOE CHUYKEHHE I'PAINEHTA B BBIXOJIHOM TPAKTE JIEBOTO KETyA0UYKa U yIyUIICHUE
(YHKIIMOHAIBHOT'O Kjlacca maueHToB [32].

JlanpHeiiline HampaBi€HUs BKJIIOYAIOT pa3pabOTKy TeH-cnenupuuecKux
TEepaneBTHUYCCKUX cTparteruit, Bkitodas PHK-unTepdepenmnmio, pemakrupoBanme
reHOMa U TeHHBIC Teparu, OCOOCHHO JUIS TSKENbIX (hopM, cBsi3aHHBIX ¢ MYBPC3.

1.3.7 IlepcnieKTHBbI KaCKaJJHOTO CKPUHUHTA

HacnenoBanne OI'KMII mo ayTOCOMHO-IOMHHAHTHOMY THITY OOYCIIaBIUBAET
BBICOKHI PHUCK MEpelauyd MaTOr€HHOTO BapUaHTAa CPEIU POJCTBEHHUKOB IEPBOM
crenieHd poactBa (no 50%). B cBsi3u ¢ 3TUM KacKaJHbIA CKPUHUHT IPEACTaBISET
coboii A(PPEeKTUBHYIO MOMYISLHUOHHO OPUEHTUPOBAHHYIO CTPATETHIO paHHEU
JUArHOCTUKHA, OCHOBHBIMU WEISIMH KOTOPOTO SBISIETCS cTpaTuuKanus pucka y
YJICHOB CEMbH, BBISBICHHEC TE€HOTHUI-TTO3UTHUBHBIX/(DEHOTUII-HETATUBHBIX  JIMII,
ONTUMM3AIUS JOJITOCPOYHOTO HAOIMIOJACHUS M MPO(PUIAKTHISCKUX BMEIIATEITHCTB
[33]. CornacHo pekomenaanusm EBporeiickoro obmiectsa kapauosioros (ESC, 2023),
KAaCKaJIHbI CKPUHMHT SIBJISIETCSI 00513aTEIbHBIM KOMIIOHEHTOM BEJCHUS MAIIMEHTOB C
HACJIEJICTBEHHBIMHU KapJIMOMUOIATUSIMU U JI0JKEH MTPOBOJIUTHCSI BO BCEX CEMbSIX, TJI€
BBISIBJICHA ATOT€HHAS WM BEPOSITHO MATOT€HHAsI MyTalusl.
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Kackanuplii CKpUHUHT SIBASIETCA OJHUM M3 Haubojee HSKOHOMHUYECKU
3 PEeKTUBHBIX METOJIOB BBISBICHHS HACIEICTBEHHBIX 3a00JieBaHUN  cepala,
MMOCKOJIbKY MO3BOJISIET BBIABIISITH 3a00JIEBaHUE HA JTOKIMHUYECKON CTaJuu, CHIXKATh
PUCK BHE3aMHOM CEpJAEYHON CMEPTH Yy MOJIOABIX TAIMEHTOB M YMEHBINAThH
HEOOXOJUMOCTb JKCTPEHHBIX HWHTEPBEHIIMOHHBIX BMEIIATEIbCTB. PexomeHanuu
AMEpUKAHCKOTO KOJUIE/XKA KapAUOJIOTMU W AMEpPUKAHCKOM KapauOJOTrHYeCKOM
accormanuu (AHA/ACC, 2020) nog4epKuBarOT, YTO FT€HETUYECKOE TECTUPOBAHUE U
KAaCKaJIHbIi CKPUHUHT SIBJISIIOTCS CTaHIAPTOM BEACHUS CeMeU ¢ rumneptpoduyecKoi
kapauomuormnaruei [28,p. 170].

Hecmotps Ha knmHUYecKkyr0 3G (PEKTUBHOCTD, KACKAIHBI CKPUHUHT UMEET P
orpannuyeHuid. K HUM OTHOCSTCS HETOHAs IEHETPAHTHOCTh MYyTAIlUH, 3aTPY/IHSIOIIAs
IPOTHO3UPOBAHMUE, HaJTu4yue BapUaHTOB HEOMPEICIICHHOTO 3HAYCHMUS,
MICUXOJIOTUYECKUE M ITUYECKUE ACTEKThl T€HETUYECKOTO TECTUPOBAHUSI, PA3IUUHS B
JOCTYIMHOCTH FT'eHETHYECKOM TUarHOCTUKU MeX 1y cTpaHamu [12,p. 749].

JlonosHUTENbHOM TIpOOJIeMON SIBIETCS HHU3KWKA YpPOBEHb BOBJICUCHHOCTH
POJICTBEHHHUKOB B IIPOTPAMMBbI CKPUHUHTA, UTO TPEOYET pa3BUTHSI 00pPa30BaTEIbHBIX U
OpraHU3aIMOHHBIX CTPATETUM.

Takum oOpazom, kackaaHblii reHetndeckuil ckpuHuHTr npu OTKMII sBasiercs
dbyHIaMEHTaTbHBIM WHCTPYMEHTOM COBpPEMEHHOM KapJIMOTCHETUKH,
oOecrieyrBalOIINM paHHEE BBISIBICHUE 3a00JieBaHUs, MPOGUIAKTUKY OCIOKHEHUN U
peanu3aluilo NPHUHIMIOB IEPCOHAIW3UPOBAHHON MenuuuHbel. Ero BHeapeHwue,
corjlacHo MexayHapoiaHeiM pekomenganusM ESC u  AHA/ACC, nomkHO
paccMaTpHuBaThCsl Kak 00s13aTeIbHBIA CTaHAAPT BEJCHUS CEMEHl C IMOJTBEPKIECHHOM
CapKOMEPHOM KapAUOMHUOIIATHUEM.

B menom, omHO# M3 KiIHOYEBBIX TpobiieM coBpeMeHHOW Mopdonorun ['KMII
ABIIAETCS OTCYTCTBHE YHU(DUIIMPOBAHHBIX MOP(POMETPUUECKUX KPUTEPUEB OIECHKH
TUCTOJIOTMYECKMX HW3MEHEHH. B pa3iauuHbIX UCCIEAOBAHUAX NPUMEHSIOTCA
HEOJMHAKOBbBIE napaMeTpbl KOJIMYECTBEHHOM OILICHKH Jle30praHu3anuu
KapJIMOMHUOIIMTOB, CTeneHu (uOpo3a M KICTOYHOU TUNEPTPO(PHUHU, UTO 3aTPYIHIECT
COMOCTABJICHUE TAHHBIX PAa3HBIX ABTOPOB U CO3JaHUE €ANHBIX JUATHOCTHYECKUX LKA
[34]. Kpome Tor0, 3HaUMTEIIbHAS 9acTh MOP(POJIOTHISCKIX HCCIIC0OBaHUH Oa3upyeTcs
HAa OTPAaHWYCHHBIX KIMHUYECKUX BHIOOPKAX W HE BCETJa BKIIOYACT T€HETUYECKU
MOATBEPKAEHHBIN UAarHO3, YTO CHUXAET JOCTOBEPHOCTH BHIBOJOB O KOPPEISALIHUU
MEXTy TeHOTUTIOM 1 (peroTHmom [35].

Takum oOpazoM, OOCTpYKTHBHasi TUNEpTpoPUYECcKas KapIUOMHOIATHS
MpEeACTaBIsACT COO0M reHEeTUUYECKU JEeTEPMUHUPOBAHHOE 3a00JI€BaHUE, B ATOT€HE3E
KOTOPOr0 BEAYUIYIO pOJIb WUIPAalOT MYTAIlMM CAPKOMEPHBIX T'€HOB, MPEXKIE BCETO
MYBPC3 u MYH?7. I'enetrueckuii mpodrik marueHTa onpenesnseT He TOJIBKO PUCK
pa3BuTusa 3a00J€BaHMS, HO M OCOOCHHOCTH KIMHHUYECKOTO TEUEHUS, BKIIOYas
BBIPKEHHOCTh TUTEPTpOdUH MHOKapa, BO3pacT MaHU(pECTalud W BEPOSITHOCTH
dbopmupoBaHusi 0OCTPYKIIMU BBIHOCAILIETO TPAKTA JIEBOTO KEIyA0UKa.

Psinm uccrnenoBaHwii  IEMOHCTPUPYET, UYTO  CAPKOMEPHBIE  MyTalluu
aCCOLIMMPOBAHBI ¢ Oo0Jiee THKENIbIM (DEHOTUIIOM 3a00JI€BaHUA, XapPaKTEPUIYIOIIUMCS
PaHHUM HA4YaJiOM U NPOrPECCUPYIOIINM TeueHueM. [Ipu 3ToM coBpeMeHHbIE TOAXOIbI
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K MEIMKaMEHTO3HOW Tepamuy NpPEeMMYIIECTBEHHO HAMpaBICHbl Ha KOPPEKIIHIO
reMOJMHAMHYECKAX HApYyIIEHUH M CHMITOMOB, HE BO3JCHCTBYS HAa IEPBUYHBIC
MOJIEKYJIIPHO-TEHETUYECKUE MEXaHU3Mbl 3a00JIeBaHUs. DTO MOXET OrpaHUYMBATH
3 PeKTUBHOCTS (PapMaKOJIOTHYECKOr0 JICUYEHUS Y TMAIlUEHTOB C TEHETUYECKU
oOyciioBneHHBIMU U Oosee arpeccuBHbiMU (opmamu OI'KMII u onpenensts
HEOOXOJUMOCTh TIepexojia K 0Oojiee paJuKabHBIM CTPATETUSIM JICUCHHS, BKJIIOUYAs
WHBA3WBHBIE METOABI KOPPEKIINH, TAKHE KaK CeNTalbHAsS MUOIKTOMHUSI.

1.4 Xupypruuyeckoe JiedeHre NPH Pe3UMCTEHTHBIX (popmMax 00CTPYKTHBHOM
runepTpopuyYecKo KapaAuoOMHuONaTHU

CoBpemeHHasi  CTpaTerusi BeACHUS MAlMeHTOB C  runepTpoduyeckon
KapAMOMHOIIATUEH OPUEHTHPOBAHA Ha JiBa KJIIOYEBBIX HAIpaBieHUS: KyIUPOBaHUE
KJIMHUYECKUX CUMIITOMOB U CHHKEHHE pUCKa BHE3AITHOM cep/ieuHoi cmepTh. bazucom
cumnromarnueckoi Tepanuu OI'KMII sBaseTrcs MeauKaMeHTO3HOE J€4YeHHe, B
NEPBYI0 OYepenb C MpUMEHEHUEM [-aIpeH0O0JOKAaTOPOB, HANPABICHHBIX Ha
3aMeIJIEHUE YacTOThl CEpPJACYHBIX COKpAIEHUHM, YIYYIICHHE JUACTOIUYECKOTO
HAIOJIHEHHUSI JIEBOTO J>KEIY/I0YKa, HOPMAJIM3AIMIO0 BHYTPHUCEPJACYHOTO JABJICHUS U
YMEHBIICHHE TUHAMUYECKON OOCTPYKIIMU BBIHOCSILIETO TPaKTa JIEBOTO KETyJ0uKa.
CoBpeMeHHBbIE HWHTHMOUTOPBI CEpJIEYHOTO MHO3MHA (MaBaKaMTeH, adUKaMTEH)
MOKa3adl KIMHUYECKYI 3((EKTUBHOCTh y OTACIbHBIX maiueHToB [36,37], HO He
UCKJTIOYAIOT HEOOXOAMMOCTH MHBAa3UBHOW TE€paIu y MAIMEHTOB C MEPCUCTUPYIOLIEH
CUMIITOMaTHYECKOH OOCTPYKIIMECH BBIHOCSIIErO TpakTa JieBoro enynouka [38]. ¥V
YacTU MalMEHTOB, HECMOTPS Ha ONTUMAIBHYK MEJIMKAaMEHTO3HYIO TEpamuio,
COXpAaHSIETCS CUMNTOMHAsl (YHKIMOHAIbHAs OOCTpYKIMs, TpeOyromas NpuMeHeHus
METOJ0B CENTAIbHOIO YMEHBILICHUS.

CoBpeMeHHbIE JaHHBIC CBUAETEIBCTBYIOT, YTO OOCTPYKIIMS BBIBOJHOTO TpaKTa
JIEBOTO JKenyaouka (opmupyercs B pe3yibTaTe B3aUMOJCHCTBUS HECKOJIBKHX
AHATOMUYECKUX M TEMOJMHAMUYECKHMX MEXaHU3MOB, BKIIOYAas ACUMMETPUYHYIO
TUIEPTPOPHUI0 MEAOKETYA0UYKOBON MIEPETOPOJKU, YIIMHEHUE U MEpeIHEe CMEIICHNE
nepeaHed CTBOPKH MUTPAJIBHOIO KJalaHa, a TAaKKe aHOMAJIMHM HNalWJUISIPHBIX MBIIIII
[39]. B caywasx, korma MeIMKaMEHTO3HAsl TEpanus He 00SCICUYNBACT JTOCTATOYHOTO
KOHTPOJII CUMIITOMOB U T€MOJAMHAMUYECKUX HApYyLIEHUH, TpeOyeTcsl MeXaHU4eCKoe
yCTpaHEHHE OOCTPYKIIMH C TOMOIIbIO0 HHBA3UBHBIX METO/I0B JICUCHUS.

OcHoBHbIMH ~ BujgaMu  xupypruyeckoro Jjedenuss OI'KMII  sBusrorcs
TPaHCAOPTAJIIbBHASL XUpYyprudeckas MHUO3KTOMHUS (omepauuss Moppoy), MeHee
WHBa3WBHAs TpaHCANWKAJbHAS CENTalbHAS MHUOIKTOMHMS WJIM aJIKOTOJIbHAS a0marusl.
Llenpt0 XUPYpPrUYECKOro JICUEHMs SIBISIETCS HWCCEYEHHE YaCTH  YTOJIIEHHOM
MEAOKETYTOUYKOBOM MEepPeropoaKy, BBI3BIBAIONMIEH OOCTPYKLMIO BBIHOCSAILIETO TpaKTa
JIEBOTO JKEJIyZI0UKa U MELIAOIIENH HOPMaJIbHOMY TOKY KPOBH M3 CEpALIA B A0PTY.

Cornacuo pexomenaanusm ESC 2023 u AHA/ACC 2020, centanbHast peIyKIus
(MUOBKTOMHUS WJIM aJKOTOJIbHAs alOiamusl) TMokKa3aHa NpPU CTOMKOM CHUMIITOMHOM
nukoBoM 'BTJIK >50 mM pT. cT. Ha PoHE ONTUMAITBLHON METMKAMEHTO3HOM Teparnuu.
ESC 2023 nomu€pkuBaeT UEHTPAIM3ALUIO XUPYPrUYECKOTO JICYEHHS B LIEHTpax
oosboro oobéma (=10 muoskromuii B ron); AHA/ACC 2020 — 00s13aTeIbHOCTD
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OOCYXJIEHHUS KaXJAO0ro clydas MyJbTUAUCUUIUIMHApHOW KomaHnod ['KMII-
cepTUGUIIMPOBAHHOTO IIEHTpA.

Jns nmanmentoB ¢ OI'KMII xupyprudeckass centaibHas Muodkromus (CM)
ocTaercsd 30JI0TBIM CTaHAApPTOM, oOOecrneunBas CTOMKOE T'€MOJAMHAMHYECKOE
oOnerueHre W OJIArONPUATHBIE JOJITOCPOUYHBIE PE3YJbTAaThl IMPHU BHINOJHEHUH B
onbITHBIX TeHTpax [40]. JlaHHBIe, TMOJIyYeHHBIE B KPYIHBIX MEIUIUHCKHX
YUPEXKICHHUSIX, W COBPEMEHHbIE PEKOMEHJALMH MOJYEPKUBAIOT  BaXKHOCTH
MHCTUTYLIMOHAJIBHOTO ONBITA U CTPYKTYPUPOBAHHBIX MMyTEH HANpaBICHUS MMAllUEHTOB
[41]. B pyTuHHOH mpakTUKE TpPaHCAOPTAIBHBIH JOCTYN Yepe3 CPEAUHHYIO
CTEpPHOTOMMIO SBIISIETCS HauOoJiee pacrHpOCTPAaHEHHOW METOIMKOM XUpYprudyecKoi
MUIKTOMUU U €€ 3(PPEKTUBHOCTh B YCTPAHEHUH OOCTPYKIMHM BBIXOJIHOTIO TpaKTa
JICBOTO KEJIYA04YKa X0pOIIo u3BecTHa [42].

B kadectBe anbTepHATUBBI TPAAUIIMOHHONW XUPYPrUYECKOM CeNTadbHOM
MUDKTOMUHM OblUIa TpPENJoKEeHa TpaHCalMKalbHAsl CeNTajdbHas MHOIKTOMHS Ha
pa6otaromem cepaie (TCM-PC, TABSM, transapical beating-heart septal myectomy)
[43]. Meroauka mpeaycMaTpUBaeT — BBIMOJHEHHE  HEOOJNBIION — AMUKAIbHOM
BEHTPHUKYJIOTOMHUH, 00ECIIEUNBAIONICH JOCTYI K CPEHUM U allUKaJIbHBIM CErMEHTaM
MEAOKENYI0YKOBOM  MEperopojku  0e3  HCMOJIb30BaHUS  HCKYCCTBEHHOTO
KpoBoOOpaiieHus. PanHHWe wuccienoBaHus MOATBEPAWIN €€ OCYHIIECTBUMOCTh H
KJIMHUKO-TEMOJMHAMUYECKYI0  A()PEKTUBHOCTh, OCOOEHHO Yy TMAalUEHTOB C
HeOazanmpHOM (opmoii rumeprpoduu [44]. Tak, ananu3 418 omeparuii mokasai
CHUYKEHHE IPaJMeHTa B BBIXOAHOM TPAKTE JIEBOIO KelyAouka ¢ 85 1o 19 Mm prt. cT. B
OonpiuHCTBe citydaeB [45]. BoipakeHHBIH 3(P¢GEKT OTMEYEH y MAlMEeHTOB C
AHOMAJbHBIM TPUKPEIUICHUEM MNaNWUISIPHBIX MBI K MEpPEeIHEl  CTBOPKE
MUTPAJILHOTO KJIAalaHa, Y KOTOPBIX METOJMKA MO3BOJIsUIA YCTPAHUTh OOCTPYKILHUIO U
MUTPAJIbHYIO PEryprutanuio 0e3 HEeoOXOJUMOCTH NPSMOTO BMENIATENbCTBA Ha
HanWUISIPHBIX MbIIIax [46].

XOTs KaKk XUpypruueckas MHOSKTOMUS, TaK M TpaHCANMKAJIbHAas CENTajbHas
MHOAKTOMHUS Ha paboTarorieM cepare 3PpGheKTHBHO CHIKAIOT TPaIUCHTHI B BEIXOTHOM
tpakre seBoro kexynouka (I'BTJIDK, LVOTG, left ventricular outflow tract pressure
gradient) ¥  yJIy4lIalOT CHMITOMBI, CpPaBHUTEIbHBIE JIAHHBIE  OCTAIOTCS
OTPaHUYEHHBIMH, W CYLIECTBYIOT IOTEHUMAJbHBIE pa3Inyusl B OTHOLICHUU
CMEPTHOCTH, CII0KHOCTH IPOLEAYPHI, IOBPEXKICHUS IPOBOASIIEH CHCTEMBI U
YaCTOThl UMIUIAHTAIIUN KapIHOCTUMYJIATOPA.

JUIs OLIEHKM W CpaBHEHUS OINMYOJUKOBAaHHBIX pE3YJIbTaTOB XUPYPrUUECKOH
MUSKTOMUU U TPAaHCANMKAIbHOW CENTAaJbHON MHUIKTOMHUHM Ha pabOTAIOIIEM CepLe
npu OI'KMII, 6611 ipoBeicH cucTeMaTHYeCKuid 0030p 1 MeTa-aHaym3 [47].

1.4.1 CpaBHenue wmeroauku Moppoy U TpaHCANUKAILHOW CeNTajJbHOU
MUPKTOMUH Ha paboTatomiem cepaie y manueHaToB ¢ [ KMII: cucremarnueckuii 0630p
1 METa-aHaJIn3

Henpto cucTtemMaTHyeckoro o030pa JHUTEpaTyphl ObUIO MPOBEACHUE OLICHKU U
CpaBHEHHSI OMYOJIMKOBAHHBIX PE3YJbTAaTOB XUPYPrUUYECKOM MHOIKTOMUU U
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TpaHCANMKAIbHOM CENTaJbHON MHUIKTOMHUHM Ha pabotatomem cepaue npu I'KMII ¢
aKIICHTOM Ha 3XOKapJauorpaduyeckue U KIMHUYECKUE MOKa3aTelu.
Cucrematnyeckuii mouck B 0azax manasix PubMed, Web of Science, Cochrane
Library u ScienceDirect (saBaps 2014 r. — maii 2025 1.) BeisiBHUT 1247 iepBOHAYATIBEHO
HalJIeHHBIX MmyOnuKanuil. M3 HUX mocie yjaaiaeHus ay0iauKaToB octanoch 983, mocie
CKpPMHUHIA 10 HAa3BAHUIO U aHHOTaMKM — 412, mocyie MOJHOTEKCTOBOrO aHAIN3a B
0030p BktoueHo 320 nyOnukarui. Pacnpenenenue padoT: SMUAEMHOJIOTHS U

Mopdonorus — 38; TeHETMKa M KacKaJHbIM CKPUHUHT — 71; NHMAarHOCTUKA U
pm3yanmmzanus  (OxoKI', MPT) — 49; wmenukameHTO3Has Tepamwus, BKJIIOYast
UHTUOUTOPHI MHUO3UHA, — 27; cenTajbHash MHUOKTOMHUS — 78; aJKOTOJbHAs U

paauodactoTHas abnanus — 21; koppekuust SAM-cunapoMa 1 MUTPAJILHOTO KJIarnaHa
— 36. PRISMA-cxema npencraBieHa B cekiuuu «MaTtepuanbl U METOIbI» (PUCYHOK
2).

24 oOcepBallMOHHBIX HCCIENOBaHMS, BKIouvawomux 3732 mnanuenra (2824
nanueHTa TMEepeHecIn XUPYpPrudeckyro MudKkToMuio; 908 — TpaHcaOaoMHHAIBHYIO
MHUIKTOMHUIO C MHUTpPAJbHBIM KJIallaHOM), BOLUIM B CHCTEMaTHUYCCKHUU 0030p [46,p.
1995].

BonbmMHCTBO BKIIOUEHHBIX PAOOT OBUIM KOTOPTHBIMH HCCIICJIOBAHUSIMH C
reorpaguyeckoil mpeactaBieHHOCThI0O padoT u3 Kwuras, EBponsl u CeBepHoit
Amepuku. CpenHuil BO3pacT YYaCTHHUKOB B TPYMIE XUPYPTAUYECKOWM MHIKTOMUHM
BapbupoBaicsa oT 44,1 no 52,7 ner, a B rpynne TCM-PC — ot 46,0 no 50,0 ner.
Cpennsisi POIOJDKUTEIBLHOCTh HAOMIO/IEHUS B TPYINE XUPYPrHUECKOM MHUIKTOMHUU
coctaBiisuia oT 12 no 164,4 mecsues, a B rpynne TCM-PC npeuMyIiiecTBEHHO KOpoue
— ot 3,0 10 34,4 mecsues (ITpunoxenwne JI, Tadauma JI.1).

[lepBuyHBIM HCXOJIOM OBLIO W3MEHEHHE TpaJueHTa [aBJIEHUS B BBIXOJAHOM
TpakKTe JeBOro xkenyaouka. [Ipenonepaunonnoe 3nauenue ['BTJIK BappupoBanocs ot
56 = 10 mM pT. cT. 10 108,6 = 49,8 MM pT. CT. B rpyInIie XUpyprudyeckoil MUSKTOMUU U
ot 57,2 £ 28,6 10 92,2 = 4,0 mmM pr. cT. B rpynne TCM-PC. O6a meTona npuBOAUIN K
BBIPA)KEHHOMY CHIKEHHIO TPAJIUCHTA B BBIHOCSAILEM TPAKTE JIEBOTO JKEIyA0uKa, Ipu
ATOM 3HAYEHUS MPH MOCIEAYIONIeM HaOII0IeHUH YacTo Obl HIbke 15 MM pT. cT. B
MeTa-aHaj n3e CyMMapHOE CpeJHee pasinuuue (0 omepaluud — TOCJC OICpAIlHH)
coctaBuio npumepHo —61.6 MmmHg (95% AN —66.8; —56.4; p<0.001).

BropuuHbie uCXOnbl BKIIOYAIM HW3MEHEHHE (YHKIIMOHAIBHOTO KJacca II0
KJ1accupuKaIuu Hb}O-fIOpKCKOﬁ Kapauosiorudeckoit  accomumanun  (NYHA),
PacpOCTPaHEHHOCTh MUTPAIBHOM perypruTaluuu cpeaHei u tsokenoi crenenu (MP >
2), kpaTkocpouHyto (30-AHEBHYIO) U JOJITOCPOUYHYI0 CMEPTHOCTh, & TAKXKE YaCTOTY
MOCJIEONEePANMOHHON UMIUIAHTALUH MOCTOSTHHOTO KapIUOCTUMYIISITOPA.

Hons manmuenToB ¢ @K mo knaccudukammu NYHA -1V kimacca no oneparum
BapbupoBanach ot 17,5% no 100% B uccienoBaHUSAX XUPYPIUUECKON MUSIKTOMUU U
ot 42,1% 1o 82,0% B uccnenoanusax TCM-PC. Ilocneonepannonusiii @K -1V
CYIIECTBEHHO CHIKAJICS B OOJBIIMHCTBE HCCenoBaHui, yacto 10 10%.

YMepeHHas unu Tsbkenasi MutpaibHas peryprutanus (MP > 2) npucyrcTBoBana
y 16,8%—75,6% nauueHToB 10 ONEpaluu B rPynIe XUPypruuecKo MUSKTOMUU H
cHkamacek 10 MeHee 10% BO MHOTHX MCCIIEOBAHUSX MOCIIE ONEPAMU. AHAIIOTUYHO,
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yactora MP camxkanace nocine TCM-PC, xoTsa npenonepannonHble nqaHHble o MP
OBLIN MPECTABICHBI B MEHBIIIEM KOJUYECTBE HCCIIEI0BAHUM.

30-1HEeBHAs CMEPTHOCTh MOCJE XUPYPrUUECKOH MUIKTOMUU BapbUpOBajach OT
0% no 6,3%, npu 3TOM B OOJBIIMHCTBE HCCIEIOBAHUI COOOIIANIOCH O MOKa3aTele
Huxke 1%.

JlonrocpoyHasi CMEPTHOCTh COO0IaIach MO-Pa3sHOMY B Pa3HBIX UCCIICIOBAHUSIX.
B rpymne xupypruyeckoit MUSKTOMUHM UMEIOIIUECS TaHHBIC YKa3bIBAJIU HA HU3KHUE, HO
HEOJHOPOJHBIE MTOKA3aTENN JOJITOCPOYHOM CMEPTHOCTH, TOraa Kak B rpymnmne TCM-
PC nonrocpounsiii mepuoj HaOMOACHUS ObUI, Kak MpaBUIIO, KOpode, a JaHHBIE O
CMEpPTHOCTH JMOO HE COOOIIATUCh, JTUOO OTPAHUUYMBAIUCH OIBITOM OTACIBHBIX
nentpoB. s TCM-PC 30-mueBHass cmeptHOCTh coctaBwia <2,1%. Xots
CTAaTUCTUYECKAasi HEOJHOPOJHOCTb PE3yJIbTaTOB CMEPTHOCTU OblJIa YMEPEHHOM,
KJIIMHUYECKass HEOJHOPOJHOCTh, BEPOSITHO, ObLIa BBINIC W3-3a pa3Iuyuid B
COMYTCTBYIOIIUX XUPYPTUUECKUX MPOIIEAYpPax B Pa3HBIX UCCIEIOBAHUSIX.

YacTora mocineonepanioHHON UMIUIAHTAIMM  KapAUOCTUMYJISITOpa  TOCIE
XUPYPru4ecKoi MHAKTOMUU BapbupoBasack oT 0,4% no 24,2%, npu 3TOoM B
HECKOJILKHUX MCCIIEA0BAHUSIX ObUIN MTOKAa3aHbI IToKa3arenu Boiie 6%. [Tocie TCM-PC
4acTOTa UMILJIAHTAIIMKM KapJUOCTUMYJIsITOpa OblIa, Kak mpaBmio, Hwke, ot 0,8% 10
3,4%, XOTsI B HECKOJIbKUX HUCCIIEIOBAHUSX ITOT ITOKa3aTe b He ObLI yKa3aH.

Knuaundeckue pe3ynbTaThl, MPEICTABICHHBIE TI0 UCCIICOBAHUSIM, 00OOIIEHbI B
[Tpunoxxennu JI, Tabmuue JI.1.

beinma mpoBenena onenka pucka npen3siToctd ROBINS-I (Ilpunoxenue JI,
tabsuia J1.2). BonbIIMHCTBO MCCIeI0BaHNI UMEIH YMEPEHHBIH M CephE3HBIH 00N
PUCK CMEIIEHUs, TJaBHBIM 00pa3oM u3-3a cMemuBawmux (aktopoB (67%
UCCJIEOBAaHNN MMENN BBICOKMIM puCK, W eme 33% - cpelHHil pUCK), HEJOCTaTKa
naHHbIX (79% wuccieoBaHU UMENU CPEAHUN PUCK) U CEIEKTUBHOM OTYETHOCTBIO
pesynbratoB (B 100% orMeuancs cpeanuit puck). OOmias oleHKa prucka mpeaB3siToCTu
ROBINS-I cocraBuna 58% Beicokoro u 42% cpemHero pucka. OTH pe3yabTaThl
CYIIECTBEHHO HE W3MEHWJIM BBIBOJABI HAIIET0 aHalk3a, HO TOIYEPKHYIU
HEO0OXOIMMOCTh OCTOPOKHOCTH TMPU UHTEPIIPETAIIUN HAOII01aTeIbHBIX JaHHBIX.

beimu mpoBeAeHbl MeTa-aHaIu3 U METa-perpeccusi ¢ UCIOIb30BAHUEM MOJEIH
Ciry4aitHbIX 3G (HEeKTOB.

Merta-aHanu3, BKIIOYAIOIIMHA B OOIIEH CIOKHOCTE 24 HCCIIEOBAaHHUM, OLICHUBAI
3G ()EKTUBHOCTh XUPYPTrUUYECKON MHIKTOMHH 10 KIIOYEBBIM KapAHOJIOTHYECKUM
ucxonaMm. OObeAMHEHHBIM aHalW3 MOKa3ajl CTATUCTUYECKU 3HAYMMOE CHUKECHHE
I'BTJIX (cpenusis pazauma —61,59 mm pr.ct.; 95% AU: —66,76 no —56,41; p < 0,001),
XOTS M ¢ CyIECTBEHHOI reTeporeHHocThIo (12 = 97,8%) (pucyHok 4).
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Study Preop SD Postop
Study = MP

Vriesendorp 2014 92.00 39.0000 8.30
Sedehi 2015 67.40 43.4000 11.20
Parry 2015 64.00 36.0000 5.00
Song 2016 78.50 40.2000 34.30
Vanderlaan 2017 67.00 38.0000 11.00
Lai 2017 76.00 43.5000 15.00
Collis 2018 71.90 39.6000 13.40
Kharbanda 2021 86.00 22.2000 13.70
Meng 2022 77.10 34.1000 14.70
Sun 2022 89.10 35.7000 16.70
Yang 2023 75.30 23.7000 10.00
Ayati 2024 67.70 49.6000 13.30
Bruscky 2025 108.60 49.8000 24.60
Desai 2025 56.00 10.0000 9.00

Random effects model
Heterogeneity: I° = 96.5%, t° = 98.8971, p < 0.0001

Study = TABSM

Sun 2021 49.70 40.0000 9.00
Zhao Li 2023 89.00 4.9000 16.00
Zhao Huang 2023 87.20 5.8000 13.20
Fang 2023 66.50 37.9000 20.30
Li 2024 86.30 31.9000 16.30
Li Wei 2024 57.20 28.6000 11.20
Lu 2024 67.70 44.4000 13.30
Li Chen 2024 71.00 41.5000 14.30
Zhao 2025 92.20 4.0000 18.60

Random effects model
Heterogeneity: P = 96.6%, T° = 173.4764, p < 0.0001

Random effects model
Heterogeneity: I° = 97.8%, ©° = 124.5528, p < 0.0001
Test for subgroup differences: x; = 0.27, df = 1 (p = 0.6002)

SD

11.9000
16.4000
5.0000
21.5000
7.0000
13.4000
18.5000
8.1000
13.2000
12.2000
5.2000
11.1000
46.8000
7.0000

14.1000
1.4000
1.3000

10.4000
9.6000
5.6000
6.7000
6.7000
2.9000

253
171
211
16
150
86
272
249
502
82
88
26
33
173

196
41
28
47
120
61
105
177
133

Mean Difference

0!++“.H“mtn+ml

’

= 3
L
=
=

iz
<&

L 2

T T
-100 -50

Mean Difference (LVOT Preop - Postop)

0

Mean Diff

~-83.70
-56.20
-59.00
-44.20
-56.00
-61.00
-58.50
-72.30
-62.40
~72.40
-65.30
-54.40
-84.00
-47.00
-62.69

-40.70
-73.00
~74.00
-46.20
-70.00
-46.00
-54.40
-56.70
-73.60
-59.87

-61.59

95% CI

[ -88.72; -78.68]
[ -63.15; -49.25]
[ -63.90; -54.10)
[ -66.54; —21.86]
[-62.18; -49.82)
[-70.62; -51.38]
[ -63.69; -53.31]
[ ~75.24; -69.36]
[ -65.60; -59.20)
[ -80.57; -64.23)]
[-70.37; -60.23]
[ -73.94; -34.86)

[-107.32; -60.68]
[ -48.82; -45.18)
[ -69.10; -56.28]

[ -46.64; -34.76)
[-74.56; -71.44]
[ -76.20; ~71.80)
[-57.44; -34.96]
[ -75.96; -64.04]
[-53.31; -38.69)
[ -62.99; -45.81]
[ -62.89; -50.51]
[-74.44; -72.76]
[ -70.24; -49.49]

[ -66.76; ~56.41)

MD - cpennee paznmuuue; Cl - noBeputenbHbiii nHTEpBaI; MP - mponieaypa Moppoy

(Xupyprudeckass MUOIKTOMHS)

Pucynok 4 — Jlnuarpamma @opecTa: cCpeiHUE pa3audusl rpaueHTa J1aBICHUS B
BBIXOJIHOM TPAKTE JIEBOTO KENYN0UYKa MOCIIE CENTATbHOU MUIKTOMUHU

[ToarpynnoBslid aHAJIN3 HE BBIIBWJI CTATUCTHUYECKH 3HAYMMOIO IPEUMYILECTBA
HU oHOM TexHUKH 1o cHKeHuto ' BTJDK (TecT Ha paznuuust Mexxay NOATrpyHIaMu:

p=0.60).

Hons mamuentoB B @K III-IV mo knaccuduxkanmmm NYHA cymecTBeHHO
YMEHBIIIWIACh MOCJE BMeHaTeabcTBa (IMyn-pa3HocTh puckoB = —(0.57, p<0.001), To
€CTh HAOTFOAAIOCH KIIMHUYECKH 3HAYUMOE YITy4IIeHHE () yHKIIMOHATHBHOTO COCTOSHUS.

CreneHb yMEpEHHOU-TSKENON MUTpasibHOM peryprutanuu (MP > 2) Takxke
CHU3WIACH (IyJI-pa3HOCTh pUckoB = —0.54, p<0.001). Yayumenue MP 65110 0OTMEUYEHO
B 00eux rpynnax; B psaae padot spdexr mo MP 6s11 601ee Boipaxen nocie TCM-PC,
YTO aBTOPBI CBS3BIBAIOT C BO3MOXHOCTBIO PE3EKIUU CpEeIaHE-

CCI'MCHTOB IIPH TpaHCAIIMKAJIbHOM OOCTYIIC.
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Heo0xonuMocTh  MOCTOSIHHOW — MMIUIAHTALUKA — KapJUOCTUMYJsATOpa  Obuia
CTATUCTUYECKH BBILIE MOCJIE TPAHCAOPTAIBHON MUIKTOMUU: ~6% npoTUB ~2% mocie
TCM-PC; mexnayrpynnoBoe otHomenue manco OUI = 2.35 (95% AU 1.07-5.17;
p=0.03). ABTOpBI CBSI3BIBAIOT ATO C OOJIbIIIEH OJIU30CTHIO KIACCUYECKOT'0 JOCTyIa K
IIPOBOJSALLIEN CUCTEME.

MexuccrienoBareiabckas FeTepOreHHOCTh 0 OCHOBHBIM MCXOAaM Oblila BEICOKOU
(I? nna TBTJDK u ®K nmo kmaccuduxammun NYHA > 95%). ROBINS-I mokazain
MIPEUMYIIIECTBEHHO YMEPEHHBIU—CEPbE3HBI PUCK CMEIIEHUS B OOJBIINHCTBE
BKJIFOYEHHBIX KOTOPT.

B Merta-perpeccusix BBISABICHBl 3HaYUMbIE MPEIUKTOPHI: BO3PACT M KayeCTBO
UCCJIEIOBAHUS aCCOILMUPOBAIUCH C BenuunHoM yiyumieHuss PK; nmurenbHOCTH
HaOmoneHuss — ¢ yinydmieHueM MP u ¢ jonedl JOJArocpouyHOM CMEpPTHOCTH;
octarouHasi MP Obliia cBsi3aHa ¢ OBBIIEHHOM JJOJTOCPOYHON CMEPTHOCTHIO (Tabauna
1).

ABTOpBI JI€NAIOT BBIBOJ, YTO 00€ TeXHUKU 3(PPeKTuBHBI M Oe30macHbl, a
KJIACCUYECKasi TpaHCAOpPTajbHAs MHOIKTOMHS OCTAETCS «30JIOTBIM CTaHAAPTOM,
torga kak TCM-PC npencrasisier co00il NEpCIeKTUBHYI0 MUHUMAJILHO HHBA3UBHYIO
aNbTEPHATUBY, OCOOCHHO MPHU CPeIHEe- U AlMKAIbHONW MOP(OJIOTUU UIH B TOBTOPHBIX
onepanusax. Ilpu sToM nomu€pkuBaeTcss HEOOXOAUMOCTH  MPOCHEKTHBHBIX
MHOTOIIEHTPOBBIX HCCIEOBAaHUN C YHUPUIMPOBAHHBIMM HCXOJaMH U Ooiiee
JUIMTETFHBIM ~ HAONIOJIGHUEeM  JIII  OKOHYATEJIhHOM  OLEHKHM  CpaBHUTEIbHOU
3 PEeKTUBHOCTH U OE30TTaCHOCTH.

ABTOpBI OTMETWJIM OCHOBHBIMU OTPAaHUYEHUSIMU HAOIIOJATENbHBIA XapaKTep
BCEX MCCIEAOBaHUM, HETIOIHOTY M HEOAHOPOAHOCTh OTUYETHOCTH (BapuaOeIbHOCTh B
OMMCAaHUU COMYTCTBYIOUIMX MPOUEAYP, pa3iauuus B onpeaeneHussx MP, orcyrcTeue
npoBokaruoHHbIX m3Mepenuii ' BTJIK), koTopbie yBeIHYHBAIOT PUCK CMEIICHHUS, a
TaKKe KOPOTKMM cpok HaOmoneHuss B OonbmmHcTBe TCM-PC-cepuii, uto
OrPaHUYMBAET CPABHEHUE JIOATOCPOUYHBIX UCXOJIOB.
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Tabnuua 1 — MeraperpecCuOHHbBIN aHAIN3 TPEIUKTOPOB KIMHUYECKUX UCXO0B

Pesynprar [Ipenukrop B (Onenka) 95% A1 p-3HaYCHHE R? (%) k Tun monenu
®dK o NYHA Bo3spact +0, 034 0,006-0,063 0,019 100 10 | MHOXeCTBEHHBIN
[Tpo1OIKUTEIIBEHOCTH -0,0015 —-0,0031 o +0,0001 0,072
MTOCJICTYIONIETO BPEMECHH
I'BTJIK Bospact +4,64 -2,52 o +11,80 0,204 13 23 OnuHApHBIN
[Tpo10KUTEITBEHOCTH +0,069 -0,22 mo +0,36 0,645 0
MTOCJICTYIOIETO BPEMCHH
MP Bospact —0,0253 —-0,057 mo +0,007 0,122 76,6 14 | MHOXeCTBEHHBIN
[TpoT0KUTEITBEHOCTD -0, 0031 —-0,0050 mo —0,0011 0,0024
MTOCJICTYIONIETO BPEMCHH
30-gueBHas Bospact -0,0326 —-0,2391 mo +0,1739 0,757 11,2 18 | MHOXeCTBEHHBIH
CMEPTHOCTH
[TpoAOmKUTENBHOCTD +0, 0101 —-0,0016 no +0,0218 0,0897
MTOCJICTYIONIETO BPEMCHH
I'BTJIX (nmocne onepanymn) +0,0557 -0,1415 no +0,2530 0,5797 0 5 OnuHapHBIHI
®K o NYHA (nocne oneparimm) +2,1528 -10,03-+14,33 0,7291 0
MPT (mocne onepariun) +15,1708 —6,73 mo +37,07 0,1745 100
JlosnrocpouHas [TpoA0mKUTENBHOCTD +0,0239 0,0064-0,0413 0,0073 33,8 15 | MHoOXeCcTBEHHBII
CMEPTHOCTb MTOCJICTYIONIETO BPEMCHH
Bo3spact +0,1109 —0,1888 10 +0,4106 0,468
MPT (mocne onepariun) 80,21 10,01-150,41 0,025 63,9 4 OnuHapHBIHA
I'BTJDXK (nmocne onepanumn) 0,03 -0,83 mo +0,89 0,949 0
®K nmo NYHA (rocne onepariun) 16,07 -22,7 mo +54,8 0,416 0
Mmriutanranus Bo3spact +0,129 -0,117 mo +0,374 0,306 5,0 18 | MHoOXeCcTBEHHBII
KapJIMOCTUMYJISIT
opa
[IpoaomKUTENBHOCTD +0,015 -0,0002 no +0,030 0,053

NOCJICAYIOIICTO BPEMCHHU
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1.4.2 AnpTepHaTuBHbIC HHBAa3UBHbIE BapuaHThl JeueHust I KMII

AnxoronpHas cenrtaibHas abmsius (ACA) npeacTaBisieT co00i yCTOSBUIYIOCS
aNbTEPHATUBY  XUPYPrUUYECKOM MHUAKTOMHHM Yy  OTHAEIBHBIX MAllMEHTOB €
oo0ctpykTuBHO# ' KMII. KpynHbie HaOmoaTenbHble KOrOpThl MPOJAEMOHCTPUPOBAIN
NPUEMIIEMYIO CPETHECPOUHYIO U JOJITOCPOUYHYIO BhDKUBaeMOcTh mociie ACA [48,49].
OpnHako 3Ta mpolenypa CBs3aHa ¢ HEMAJOM Y4acTOTOM HapyLIEHW MPOBOJAWMOCTH,
HEO00XOIUMOCTHIO UMILIaHTaluu MOCTOSIHHOT'O KapAUOCTUMYJISTOpA U
NEePUOJUYECKON MOTPEOHOCThIO B  IMOBTOPHOW TEpamud MO  YMEHBUICHUIO
MeEXOKeNynoukoBoii neperopojku [50]. Kpome Toro, mpu cpaBHEHHH JOITOCPOYHBIX
pe3ynbTaToB y Mooibix nanueHToB ACA yctynana muosktomuu [51]. B HacTosmem
UCCJICIOBAHUM Mbl HE CTaBWJIM Tiepea CcoOOl 1eidb CpPaBHUTh MHIKTOMMIO
MexokenynoukoBod neperopoaku ¢ ACA; ckopee, Mbl COCPENOTOYMIIMNCH Ha
ONTUMM3ALUN XUPYPTrUUYECKOr0 IJIAHUPOBAHUS B paMKaX CTpAaTEeruu, OCHOBAaHHOM Ha
MUIKTOMUH.

JIByXKamepHasi CTUMYJIALIMS UCCIEeI0BaNach KaK TepaneBTUYECKUNA BapHaHT JJis
CHW)KCHHSI TPaJuMEHTa B BBIXOJHOM TpaKTe JIEBOTO >KENy/IOYKa U BBIPAKEHHOCTU
CUCTOJIMYECKOTO TMEpPEeJHEro JABWKEHUS MHUTPAIbHOrO KjamaHa Yy OTIEIbHBIX
NalMEHTOB € OOCTPYKTUBHOW rumnepTpoduyeckor kapauomuonaruein. Psn
UCCJIEIOBAaHUN MOKa3aj, YTO CTUMYJISIUS MOKET YMEHbIIATh T'PAAUEHT BBIXOIHOTO
TpakTa JIEBOTO >KENyJAO4YKa M YyIydllaTh CUMNTOMBI U (YHKUMOHAIBHBIA Kiacc
narueHToB. OnHako e€ remMoauHaMuyeckas 3(PQPEeKTUBHOCTh YacTO OrpaHHuYEHA U
YCTYMaeT MeToJaM PEeIyKUUU MEXOKENIyJA0YKOBOM  MEeperopojikd, OCOOEHHO
XHPYPrudecKoil  cenTanbHoi  mudkTOoMuu [52]. IlosTomMy JgaHHBIH — METO.X
IPEUMYIIECTBEHHO PACcCMATPUBAETCS Yy NALHUEHTOB, KOTOPHIM IPOTHUBOINOKA3aHA
WHBa3UBHAs PEAYKIUS IEPETOPOIKH.

PanunouacroTHass ~ karerepHas ~— abmAmMs ~ cTaja  OKCIEPUMEHTAJIbHBIM
MaJIOMHBA3WBHBIM METOJOM YMCHBIICHHUS MEXIKEyI0UYKOBOW Tmeperopoaku [53].
Pannue wucciaenoBaHus JOEMOHCTPUPYIOT CHHJKEHHE TpPaJUEHTa W YIy4YlIECHUE
CUMIITOMOB; OJIHAKO OTBIT OCTAeTCS OTPAHMYEHHBIM, W COXPAHSIOTCS MPOOIEMbI
0e30macHOCTH, TakWe KaK aTpUOBEHTPHUKYIspHas Onokana. B Hacrosmiee Bpems
HEJOCTAaTOYHO CPaBHUTENbHBIX MaHHBIX JUIsI HOATBEPXKIACHUS LEIecoo0pa3HOCTU
METO/1a B KAYECTBE CTAHIAPTHOM aJIbTEPHATUBBI XUPYPrUI€CKON MU3KTOMUH.

MuHUManpHO  HMHBAa3WBHBIE  XUPYPrHYECKHE  MOAXOABI K  MHUIKTOMHH
IIEPETOPOJKH, BKJIFOYAsI IIPAaBOCTOPOHHIOIO MUHU-TOPaKOTOMUIO WIH
poOOTH3UPOBaHHBIE METOAMKH, IPOJAEMOHCTPUPOBAIN CBOIO OCYLIECTBUMOCTH H
ONarompusTHBIE KPATKOCPOYHBIC PE3yNIbTaThl B CIEIHATHN3NPOBAHHBIX IIEHTpax [54].
OTH METOAMKM HaIpaBiI€Hbl HAa YMEHBIICHHWE XUPYPIMYECKOW TpaBMbl IpHU
COXpaHEHUH H(P(PEKTUBHOCTH PE3EKIUU IEPErOPOJIKH C YIOBIECTBOPUTEIbHBIMU
reMOJMHAMHUYECKAMHU pe3yJbTaTaMK M YJIydIIeHHeM KadecTBa xu3HU [55]. OmxHako
OCHOBHBIE TPUHLHMIIBI AHAaTOMUYECKOM PpE3EKLUUU OCTAIOTCS CONOCTaBUMBIMHU C
TPaJULIMOHHON TPAHCAOPTAIBHON MUIKTOMUEH.

CBOJIHBIN COMOCTABUTEIILHBIM aHAIN3 COBPEMEHHBIX METOI0B JeueHus OI' KMII
[0 JAHHBIM KJIMHUYECKUX PEKOMEHJAUUN U KPYIMHENIINX METaaHaJIN30B IPUBEAEH B
Tabnmie 2.
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Tabmuua 2 - CpaBHUTENbHAs XapaKTEPUCTUKA METOAOB JIEYEHUS OOCTPYKTHUBHOM
TUNepTPOPUUECKON KapIMUOMUOTIATHH

35

Merton Knacc | Canxe | 30- [locrostn | 5-nmetHss [Tpumeuanus | Mctoun
/ HHUE nHesHast | Hag ODKC | BEDKHBaeM UK
ypOBE | MUKOBO | JICTAJILHO OCTb
Hb ro CThb
(ESC | I'BTJI
2023) | K

1 2 3 4 5 6 7 8

CenrrasibHast I1/B 70-80 0,3-1,0 3-10% 94-97 % Schaff

MHOIKTOMHS % % HV. ,

(Moppoy, 2024

pacipeHHast 3o0TOi [5.p.

) CTaHIAPT; 271];

ontumanbHa | Cui H.,
npu 2022
aHaromuueck | [49,p.
U cioxkHbIX | 3405];
CITyJasx ESC
2023
[26,p.
1097]

Tpancanukan | b/ C | 75-85 <2.1% 0,8-34 | — Fang J.,

bHast % % (kopotkuit | MuaumansHo | 2023

MHOIKTOMHUS CPOK WHBa3UBHAS [42,p.

Ha HaOroneH | anprepHaruBa | 117];

paboTaroriem ust) MuosKkToMuu; | Qamar

cepaie TAHHBIE Y.,

(TABSM) HakarutuBaiot | 2025

cst [43,p.
575]
AnxoroneHas | |/ B 60-70 0,8-1,2 8-16 % 88-92 % Cui H.,
cenTajabHas % % 2022
[Ipennouture
a0nanus [49,p.
(ACA) fibHa Y| 3405];
MOXUJIBIX U ;
Tokita
TPH BBICOKOM | |,
XUPYPruvyecK 20’2 4
OM pHCKE
[47,p.
166]

Pamgnouacror | Ilb/C | 50-60 <1 % 7-12% | mer OrpanunueHna | Yang

Hasg % TAHHBIX a1 H.,

KaTeTepHas nokasarensHa | 2020

abmanus o 6asza; | [52,p.

Tpedyer 173]
JaJIbHEUIIIETO
U3YUCHHUSI




[Iponomxenue TabaUIBl 2

1 2 | 3 4 5 6 7 8
IByxkamepna | Il | 20 | <0,5 % — HET Pexomennyerc | Erwin  J.P.,
g OKC b/|- (umruianTaT | maHHeix | s Jume  npu | 2000 [51,p.

C |30 ) HAJTHIHN 755]
% MOKa3aHWH K
OKC mo uHBIM
NpU4YUHAM
Masakamten | Il | 60 | He HE HET [TepBorii Olivotto 1.,
(uHrHOHUTOD al/|— | npuMEHUM | IPUMEHHMO | TAHHBIX | OJIOOPCHHBIN 2020,
MHO3HMHA) B |70 |o (>3 7er | uHTHOUTOD EXPLORER
% MAVA- | cepaedroro -HCM [31,p.
LTE) MHO3MHa, 86]
Tpedyer
MOHHUTOpPHHTaA
®B
AdukamTeH Il |60 | ue HE HET HoBgrit Maron M.S.,
(MHrUOHUTOD al/|— | OpuUMEHUM | MIPUMEHHMO | JAHHBIX | HHTHOUTOP 2024;
MHO31HA) B |70 |o (>2 ner | Muo3nHA c | SEQUOIA-
% FOREST | 6naronpusitasr | HCM [35,p.
-HCM) | M mnpodunem | 146]
0€30MacHOCTH
[Mpumeuanue - MAVA-LTE - Mavacamten Long-Term Extension study; FOREST-HCM -
Functional Outcomes and Remodeling Evaluation in Symptomatic Hypertrophic Cardiomyopathy;
EXPLORER-HCM - Evaluation of Mavacamten in Adults With Symptomatic Obstructive
Hypertrophic Cardiomyopathy; SEQUOIA-HCM - Safety, Efficacy, and Quantitative
Understanding of Obstruction Impact in Hypertrophic Cardiomyopathyzo

Takum oOpa3zoM, cenTaJibHas MHOSKTOMHUS OCTA€TCSI OCHOBHBIM METOIOM
JeYeHus OOJNBIIMHCTBA TMAIMEHTOB C TOKETBIMH CUMIOTOMAMH  CEPJICUHOM
HEJ0CTaTOYHOCTH, YCTOMYMBBIMU K MEAMKAMEHTO3HOM Tepamnuu, U NPy BHIMOIHEHUU
B CHEIUAIM3UPOBAHHBIX IIEHTPAX OTHOCUTCS K 4YHUCTy Hamboiee Oe30macHbIX
omnepalnuii Ha OTKPBITOM CEPJIIE, C ONEPALIMOHHOM JIETaTbHOCTHIO 0K0JI0 0,3%.

B 3HaunTeNnbHOM 4YHCIE Cly4aeB CENTajdbHas MHUOIKTOMUSL CONPOBOKIACTCA
JOTIOJIHUTENbHBIMA BMENIATEIbCTBAMU HA MUTPAJIbHOM KIIallaHE, HAIlPaBJIECHHBIMU Ha
YCTpaHEHHE CTPYKTYPHBIX (DAaKTOPOB OOCTPYKIIMH, BKITIOYAS TTMKALAIO YITUHEHHBIX
CTBOPOK MUTPAJIBHOTO KJIalaHa, UCCEYEHUE XOP/l C PEUMILIAHTAIIMEe UCKYCCTBEHHBIX
XOp/I, @ TAK)KEe MOOMITM3AIUIO U TICPEOPUEHTAINIO MAMMUIIPHBIX MBI [56,57].

YuuThiBasg BaXHYI POJb CHUCTOJIUYECKOTO MEPETHETO ABUKEHUS MUTPAIBLHOTO
KJIallaHa B MaToOreHe3e OOCTPYKIMU BBIBOJHOIO TPAKTa JIEBOTO JKENyAouKa, 0codoe
3HAaYEHWE MTPUOOPETACT aHATIN3 XUPYPTUICCKUX METOJIOB €T0 KOPPEKITHH.

1.4.3 Cnioco6s! xupyprudeckoit koppeknuun SAM-cunapoma

Kak 6bu10 omucano B mpeaplAyIIMX MOATJIaBax, TpaHcaopTajbHasl CeNTalbHas
MHO3KTOMHUSI, WM onepauuss Moppoy, BBeAeHHas B 1968 roay u BKIrOYaromas
pe3eKnI0 0a3aIbHOr0 OTAEa MEXKKETYI0UYKOBOT0 MEPETOPOJKH, OCTAETCS «30JI0THIM
cTangaprom» xupyprudeckoro jieaeHuss O’ KMII [58]. Ota MmeTonka 1eMOHCTpUPYET
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BBICOKUI YpPOBEHb YCli€Xa - CHIDKCHUE TIpaJueHTa, YJIy4YllIeHHE CUMITOMOB H
JOJTOCPOYHYIO BBDKHBACMOCTb, C HU3KOM JICTAILHOCTHIO orepanuu [32,p. 159].

OpHako y 4acTM NAlMEHTOB MOCJIE€ MHUAIKTOMHHM COXPAHSIOTCS CHCTOIMYECKOE
nepennee nBwxenue (SAM) nepenHeil CTBOPKM MUTPAJIbLHOTO KjanaHa U MUTpaJIbHAs
peryprutanus [59]. B cBoro odepenn, CHCTOMMYECKOE MEpeIHEe IBUKCHUE TICPETHEH
CTBOPKM MUTPAJIBHOrO KJAllaHa OOYCIOBJIEHO YMJIMHEHHEM CTBOPOK MHUTPAIBHOIO
KJIallaHa, YTO paccMaTpUBAETCS KaK OAHO U3 paHHUX (PEHOTUIMUYECKUX MPOSBICHUN
rUnepTpoPpuUecKoil KapIuOMUONaTHH, OCOOCHHO y MAIMEHTOB, Y KOTOPBIX Oa3ajabHas
TOJIIIIMHA TIEPErOPOJIKH HE CTOJIb Benuka [60].

Kak npaBuno, yaivHEHHas 4acTh NepeaHedl CTBOPKMU MPEBBIIAET MJIOCKOCTh
KOAmNTally, YTO UTrPaeT HEHTPaAIbHYIO poJib B pa3Butud SAM [61]. TIpu sToM moTok
KPOBM B TO3AHEH JuacTojie M Hayaje CHUCTOJbl MOMAJaeT Moja OOJBIIYI0 YacTh
BBICTYMAIOIIEH CTBOPKH, CO37aBas CUJIbl TOTOKA, KOTOpbIE CIOCOOCTBYIOT €€
CMCIICHUIO K MEXIKENyI0uKoBoi meperoponake [62]. Ilocie koHTakTa mnepemaHei
CTBOPKM MHTPAJBLHOTO KjamaHa C MEXOKETyJAOUYKOBOM IMEPEropoJIKOd MPOUCXOAUT
JanbHeIee NPOHUKHOBEHUE CTBOPKHU B BBIXOJIHOM TPAKT JIEBOTO JKETyI0UKa 33 CUET
JaBIICHUs KPOBH, yCUiIMBasi o0cTpykiuio [63].

VY muorux nanperToB ¢ OI'KMII nabmtonaercs yyinHeHIE MUTPAIbHBIX CTBOPOK
10 CPAaBHEHUIO C TIOKA3aTeIsIMU 37I0POBBIX Jtofici [64]. B uccnenosaniu GUO 1 coasT.
MOKa3aHO, YTO Yy TAIMeHTOB C OOCTPYKTHUBHOW ¢opmoil 3a0ojeBaHUS HAIUYUC
MaTOre€HHBIX MyTalu B capkoMepHbix reHax MYH7 u MYBPC3 accouuupyetcs ¢
YBEJIMYEHUEM [UJIMHBI CTBOPOK MUTPAJIBHOTO KiamnaHa, npuuyéM Mmyrauuu MYH7
CBs3aHbl C OoJjiee BBIPAKEHHBIM KIMHUYECKUM (EHOTUIIOM U HE3aBHCHMO
KOPPEIUPYIOT C YIJIMHEHHEM CTBOPOK Hapsiay C YBEIMYEHHEM OOBEMaA JIEBOTO
KENIYyZA0UYKa, 4TO MOAYEPKUBAET POJIb TEHETUYECKUX U TeMOJUHAMUYECKUX (HaKTOPOB
B (DOpMHUPOBAHUN MUTPAIHHO-3aBUCUMOI 00CTpyKIuu [65].

YanuHeHre mnepeaHed CTBOPKM MUTPAJIBHOIO KIamaHa SBISETCS OJHHUM M3
KITI0YEBBIX (PaKTOpOB coxpaHeHus: SAM mociie centanbHoil MUdKTOMUU. [lo JaHHBIM
UCCJICIOBAaHMN, OCTaTO4YHas MUTpalibHas peryprutamuss U SAM coxpasstorcs
npumepHo y 10—15% manueHToB, 4To, B CBOIO OUYEPElb, TPEXKPATHO MOBBIIIAET PUCKH
PCUHTEPBEHITNI B OyayIIeM H3-3a peIuanBOB BeipakeHHOI MR [66].

DTO CBUJIETENBCTBYET O BAXKHOCTU KOPPEKIMH MUTPAIBHOTO armmapara Kak
CaMOCTOSITEIbHOM LENu XUpypruu. B nurepatype  NOpensioxKEeHO  MHOXKECTBO
XUPYPrUYECKUX TEXHHUK [JI1 KOPPEKUMWHU MUTpalIbHON aHaToMuH. BeprTukaibHas
wmkanws (Mclntosh—Kynm) ymeHbIraer mupuHy epeHeil CTBOPKH IMTyTEM CO3/IaHuUs
BEPTUKAIBHON CKJIQJIKW, OJJHAKO MPHUBOJMUT K BBIPAXKEHHOW AedOopMalid CTBOPKU U
HApYIICHUIO KOOMTAIMK C TMOCIEAYIOMEH MEeHTpadbHOW peryprutanue [67].
lopuzonTanbHas mmkamust (Swistel) ykopaduuWBaeT BBICOTY TEpPEIHEH CTBOPKH,
O0COOEHHO €CiM JUITMHA TIepeIHer cTBOpkH mpesbimraer 30 MM unu Oonee 17 mm/m?
wiomaau mosepxHoctu tena (RPR (resection-plication-release) strategy), HO Takxke
BBI3BIBACT 3HAYUTEIBHYIO TPaBMATH3ALMI0O TKAHKM U UEHTPAIBbHYI) MUTPAIbHYIO
HepocTaTogHOCTh [61,p. 1318]. Meton edge-to-edge (Anbdwepu) durcupyer
cerMeHTol A2-P2, sddekruBHO mpenorBpamas SAM [68], ogHako co BpeMeHeM
MPUBOJUT K IPOrPECCUPYIOLIEMY MUTPAIIBHOMY CTEHO3Y. PeTeHIIMOHHAS MJIaCTUKA 110
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Hetzer nomonHuTensHO (UKCUpYET Kpas CTBOPOK, MpeaoTBpalias CMEIIECHHE
nepeaHer ctBopku [69], HO TpeOyeT pacHIMPEeHHOTO JOCTyNa U HEPEAKO BHI3HIBACT
KOMOMHUPOBAHHYIO TUCPYHKIMIO (CTEHO3 + PEerypruranmio) B MOCIEONepaiOHHOM
IIEpUOJE.

CoBpemennsie TeHaeHunn B xupypruu OI'KMII Bcé wame opueHTUpOBaHbI Ha
MHJVMBUAYAJIN3aUI0 TOAX0Ma K IAllMEHTaM: IPU BBIPAKEHHOM aHATOMUYECKOU
[IaTOJIOTUX MUTPAIBHOTO KJIallaHAa MOXKET MPUMEHSATHCSA TUIMKALWS WIM YKOPOUYCHHE
MUTPAJILHBIX CTBOPOK KaK JOMONHEeHUe camod mudkromuu [70]. DTO mo3BomseT
aJpecoBaTh HE TOJBKO IEPEropoJOYHYI0 THUNEPTPOPHUI0, HO M BaJbBYJISPHBINA
KOMIIOHEHT, OTBETCTBEHHBII 3a COXpaHEHHE WK peuuanB SAM.

B xoHTEKCTE 3TOT0 KIMHUYECKOTO M aHATOMUYECKOT 0 pa3HO00pasusi, pa3paboTka
cnoco0a MiIMKaluKu NepeiHe CTBOPKU MUTPAJIBHOrO KianaHa, yctpanstomuidn SAM-
CUHIPOM, YJY4YIIAOIIUN KOONTAalUI CTBOPOK MHTPAJbHOTO KJallaHa, WU HE
BBI3BIBAIOLIMN Pa3HOTO pojia €€ NUCHYHKIUIO B MOCIEONEePalMOHHOM MepUuoe, AJis
NOCTH)KEHUSI HAWJIy4YIIWX KIMHUYECKUX PpE3yJbTaTOB XUPYPTrUYECKOrO JICYEHUS
nanueHToB ¢ OI'KMII siBnsiercst akTyanbHOW 3aj1aueil. B Hamem ucciieioBaHUU MBI
NPEJIOKUIIN HOBBIM XHUPYPrUYECKUN CHOCO0 IUIMKAIMK cerMeHTa A2 mepenHen
CTBOPKA MUTPAJIBHOTO KJalaHa, HANpaBiICHHbIH HAa TOYEUYHYH) KOPPEKIHIO
YITUHEHHON 30HBI, YTO MOXKET YMEHBIIUTh SAM M yIydlIuTh T€MOJUHAMUKY Oe3
HEOOXOJMMOCTH  BBINIOJIHEHHUS  PAJUKAIbHOW  MUDKTOMUU  WJU  CJIOXHBIX
PEKOHCTPYKIMI, BKJIIOYasi IPOTE3UPOBAHNSI MUTPAJIBHOIO KialaHa.

1.4.4 Cnocobbl TpeaonepallMOHHON  BH3yaIHM3allMM  MEXOKETYT0YKOBOM
NEPETOPOJIKHU MEPE]] CENTATbHON MUOIKTOMUEN

OgHuM M3 KPUTUYECKUX KOMIIOHEHTOB, BIUSIOMIUX Ha 3(PPEKTUBHOCTh U
0e30MacHOCTh XUPYPTMUECKOTO0 BMEMIATENbCTBA TPHU BBIMOJIHEHHH CENTaTbHOU
MUODKTOMUHM,  SIBISIETCA  ONPEACIEHUE  TOJUIMHBI  HCCEKAEMOM  TKaHU
MEXKKETYKTOUKOBON MEPETOPOIKH.

CenranbHasi MHOIKTOMHUS TIPEIIONAraeT yIaJIeHHEe TUIEePpTPOPUPOBAHHOTO
MHUOKapaa u3 0a3allbHOM YacTh MEXOKENIyJA0YKOBOM TIEPEeTOPOAKH, pacCIIupss
PE3EKLUHI0 IO OKPYKHOCTH M JUCTAJIbHO JO YPOBHS MANWUIAPHBIX MBIIIL, C
pa300IIeHneM TMOCIEIHUX MEXIy COOOW M OT CTEHOK JIEBOTO JKETyI0YKa, a TaKKe
yAQJICHUE aHOMAJIbHBIX MBIIICUHBIX MYYKOB, KOTOPBIE SIBISIOTCS HEOTHEMIIEMBIMU
MpU3HAKaMH TUTIEPTPODUUECKON KapIMOMHUOTIATHH .

Bmecte ¢ Tem knmHuKo-aHatomudeckas reteporeHHocth OI'KMII, ocobenno y
MAIMEHTOB C YMEPEHHO BBIPAKEHHOW WM MO3audHOW (opMor rurnepTpodun
MEXOKETYI0YKOBOM  MEPErOpoJIKM, CO3MAaET  CYIIECTBEHHbIE TPYAHOCTH  JJIS
CTaHJAPTHOTO XHUPYPTrUYECKOr0 IMOJX0J/la, YTO B CBOIO OYEpE/b, MOBBIMIAET PUCKU
pa3BUTHUA HEOJArONPUSITHBIX UCXOA0B.

B atoii rpynmie nmanueHToB popmMupoBaHUE OOCTPYKITMU 3a9aCTYI0 00YCIOBICHO
HE TOJBKO TOJIIMHOW MEPETOPOJIKU, HO U CIOKHBIM B3aUMOJICHCTBUEM €€ TEOMETPUU
C aHOMAJIMSIMU MUTPAJILHOTO KJIAMIAHHOTO arapara, 4To paHee HEPEAKO MPUBOIMUIIO K
HEOOXOJUMOCTA TMPOTE3UPOBAHUSI MHUTPAIBHOrO KjamaHa |, COOTBETCTBEHHO,
YBEIIMYEHUIO PUCKA MOCJICONEPAMOHHBIX OCJIOXKHEeHHH. HeTouHas anatoMuueckas
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PEKOHCTPYKIMS MX BO BpeMs IJIAHUPOBAHUS O0BbEMa CENTAIbHON MHOAKTOMUU Yy
OOJBHBIX OOCTPYKTUBHOU TUNEPTPOYHUUECKON KapAUOMUONIATUEH SBIISAETCA IPUUUHON
KIIMHUYECKOM  HE3(PPEKTUBHOCTH  XUPYPrHUECKOTO JIEUEHUS WIM  Pa3BUTHUSA
STPOTEHHOTO Je(heKTa MEXIKEITyIOUKOBOU Tieperopoaku [71].

C yuéToM yKa3aHHBIX OIPAHMYEHUN TPAAMIMOHHBIX XUPYPTHMUECKHUX METOAMK
COXpAaHSIETCs aKTyalbHasi NOTPEOHOCTh B COBEPIIIEHCTBOBAHUH ONEPATUBHON TAKTUKHU
npu OI'KMIIL, nHanpaBieHHOM Ha TMOBBIIIEHHE TOYHOCTH BMEIIATEIbCTBA W
WHIMBHIyaJIN3alAI0 00bEMa pe3eKIu MUoKapa [72].

Haubonee 0aM3KUM MO TEXHUYECKOM CYIIHOCTH K MPEIaraeMoMy CrocoOy st
IUIAHUPOBAHUS CENTaJbHOM MHUOIKTOMHH SBISETCS TPAAMIIMOHHOE HCIIOJIb30BaHUE
TPAHCTOPAKAIbHOW W TPaHCHHIICBOIHON dXxokapauorpaduu [73]. OrpaHuueHUsIMUA
sxoKapauorpaduu SBISIOTCS HEAOOUEHKA UM NEPEOlleHKa MaKCUMalIbHOM TOJIIINHBI
runepTpo@uu, OTCYTCTBHE TOYHOTO TOHMMAHHUS aHATOMHUHM MEXKETYJOUYKOBOU
NEPErOPOAKA U ONpEe/IeTICHUsI KOMIIOHEHTOB THIEPTPOPUUECKON KapAMOMHUOINATHUH,
TpeOyIOLUX YIaIeHHs BO BpeMs XUPYPru4ecKoil mporeayphl.

JlocTH>KEHUsI B HEMHBA3MBHOM KapAMOJIOTMYECKOW BU3YaJU3allud, B YaCTHOCTH
sxokapauorpadud M MarHUTHO-PE30HAHCHOM Tomorpaduu cepAla, NPHUBEIH K
3HAYUTEIBHOMY TMpPOTpeccy B OOJACTAX paHHEH AMArHOCTUKU, (PEHOTUNHYECKOU
XapaKTepucTuku u crparudukanuu  puckoB [74]. C  pasButuem 1udpoBBIX
TEXHOJOTUH B 00JACTH  KapAMOBM3yaJIM3allMM HAUUIM CBOE IPUMEHEHHUE
KOMITBIOTEPHBIE M TPEXMEpPHBIE MOJENH (CIENOK) cepaua, oCHoBaHHbie HAa MPT wu
KOMITBIOTEPHOM TOMOrpaduu cep/ia, uCroib3yeMble ISl TNIAaHUPOBAHUS CENTAIBHON
MuodkTOMUU [75,76]. HemoctaTkamu 3THX CHOCOOOB SIBISIOTCS JTOPOTOBU3HA,
HEOOXOJMMOCTh  JIOMIOJIHUTENIBHOTO  OOOpYJOBaHUST W MPOAODKUTEIBHOCTD
noAroToBkn 3D-mopenu uisi  CENTAIBHOM MHMOSKTOMHHM. Takke BO Bpems
XUPYPrU4e€CKOM IpoLEeTypbl 3HAUUTENIBHO YJIMHAETCSA BPEMS ONIEpalliy 3a CUET dTara
COMNOCTABJIEHUSI yJaleHHbIX MbIIL ¢ 3D-mogensio. Kpome TOro, 3Ha4yMMbIM
OTpaHUYCHUEM MPUMEHEHUSI CIoco0a TPEXMEPHBIX MOJIETIEH SBISIETCS] OTCYTCTBUE
KapTUPOBAHUS MEXKEITYIOYKOBOW MEPETOPOJKH U CTEHOK JIEBOTO KEIyJT0YKa JJIs
TOYHOI'0 MIOHUMAaHHUS aHATOMUHU.

B n1aHHOM KOHTEKCTE MpEefoNepalMOHHOE KAPTUPOBAHHME MEXKEITYIOYKOBOU
NEPEeropoIKu  C  HCIOJIb30BAaHWEM  MAarHUTHO-pE30HAaHCHOW  ToMorpaduu
paccMaTpHUBaeTCsl KakK MEPCIEKTUBHBII HMHCTPYMEHT, MO3BOJISIOIIMI J1€TaIbHO
OLIEHUTh TPOCTPAHCTBEHHBbIE U MOP(HOIOTHUYECKHE OCOOCHHOCTH MEPETrOPOIKH,
OIPENETUTh ONTUMANbHbIE 30HBl U INIYOUHY MHOSKTOMHUH, a TaKXE€ CHHU3UTH PHUCK
HETIOJTHOW KOPPEKIUH WIH U30BITOUHOM pe3ekiuu [77]. Beicokas nHGOpMaTHBHOCTD
MPT cepaua mnpu KOJIMYECTBEHHOW OICHKE TOJIIMHBI MHOKApAa W BbISIBICHUHN
rUnepTpouu B TPYAHOAOCTYMHBIX IJIA 3XOKapAuorpaduu 30HAX JOMOJHUTEIBHO
pacmmpsieT BO3MOXHOCTH TpeA0NepaioHHOro anuposanus [78]. B cBs3u ¢ atum
pa3pabotka u BHeapenne MPT-opueHTHpOBaHHOrO MOAXO0/a K IUIAHUPOBAHHIO
TpaHCAOPTAJIBHOM CENTAJIbHOM MMO3KTOMHHM NPEICTABISAIOTCS MEPCHEKTUBHBIM
HalpaBJICHHUEM, CIIOCOOHBIM TOBBICUTH A(PGPEKTUBHOCTH UM BOCIHPOU3BOJIUMOCTD
XUPYPrU4eCKOro JIEUYEHHs, OCOOEHHO Y NALMEHTOB CO CpPEIHEBBIPAXEHHOW U
HEOJHOPOJHOMN TUHEPTPODHEI MEHKKETYTOUKOBOU MEPETOPOJIKH.
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Takum 006pazom, pa3padoTka crocoba J0ONepalMOHHON EPCOHATU3UPOBAHHON
JNETAIbHOW PEKOHCTPYKLMU I'€OMETPUU MEXIKEITYAOUYKOBOU NEPErOpPOIKHU, MyTEM €€
KApTUPOBaHUS Y OOJBHBIX OOCTPYKTHMBHOHM TrUNepTpoUUEecKOr KapAUOMHOIATHEN
JUISL CHWOKEHHMS TEXHMYECKOW CII0)KHOCTH CaMOM oOlepauuu, NOpeaynpekIeHus
pPa3BUTHs STPOTEHHOrO Je(eKTa MEedOKeIyI0YKOBOM MNEeperopoakd W IJOCTUKEHUS
HAaWIY4YIINX KIMHUYECKUX PE3YJIbTaTOB PACIIMPEHHOW CENTaJbHOM MHOIKTOMUU
SBJISACTCS AaKTYyaJIbHOM 3a7a4yeH.

1.5 CoBpemeHHOe COCTOSIHHE JAUATHOCTUKH M JieYeHHS] OOCTPYKTUBHOM
runeprpopuyeckoi kapauomuonatuu B Pecnyosiuke Kasaxcran

B mnacrosimee Bpems B PecnyOnmke KaszaxcraH OTCYTCTBYIOT KpyIHbBIE
HAI[MOHAJIbHBIE SIUJIEMUOJIOIMYECKUE PErucTpbl MALKUEHTOB C OOCTPYKTUBHOM
rUNepTpoPUUYECKON KapJUOMHUONATHEH, YTO OrPAHMYMBAET BO3MOKHOCTH OLEHKH
pacnpoCTpaHEHHOCTH 3a00JieBaHMA M aHajiu3a KIMHUYECKUX XapaKTepUCTHK
NAIMEHTOB, BKJIIOYAs MEXIOMYJSIMOHHBIE Pa3Inyusl B BHIPAXKEHHOCTU (DEHOTHUTIA U
0COOEHHOCTSIX TeueHust Oomne3nu [79].

HMuarnoctuka u nedenue OI'KMII B KazaxcraHe ocyliecTBISIOTCS B paMKax
OKa3aHusl CHEUUAJIM3UPOBAHHOM KapAUOJOTMYECKOH M  KapAHOXUPYpPTrAYECKOM
NOMOIIM W PErJaMEHTUPYIOTCS HAlMOHAJIBHBIMU KIMHUYECKUMH IPOTOKOJIIAMHU U
CTaHJapTaMy  OpraHu3allMid  MEIULIMHCKOM mnomouu.  Crenuanau3upoBaHHas
KapAUOXUpPYpruueckas MoMoOIlb MalMeHTaM € OOCTPYKTHBHOM TUNEpTpodUYecKOi
kapauomuonatuei B PecriyOnuke Kaszaxcran okaspiBaeTcsi Ha 0aze HarmonanbHOTO
Hay4yHoro kapauoxupypruueckoro nuentpa (HHKII, Acrana) u HUU kapauonoruu u
BHYTpEeHHUX  Oose3Hed  (AnMarbl), a  Takke  JpyruxX  MNpodHIBHBIX
BBICOKOCIIEIMAIN3UPOBAHHBIX MEJUIIUHCKNUX OpraHU3alui.

CornacHo  KJIMHUYECKOMY  TPOTOKOJNY  JMAarHOCTUKM M JICYEHHUS
«'uneprpoduyeckas  KapAUOMHOIATHA»,  YTBEPXKIAEHHOMY  MUHHUCTEPCTBOM
3npaBooxpaHeHus PecnyOnuku Kazaxcrtan, 3aboneBaHue paccMaTpuBaeTcs Kak
CaMOCTOSITEJIbHAsT HO30JIOTHMYECKas €JUHULIA W TPEeAyCMATPUBAET MPUMEHEHUE
COBPEMEHHBIX METOJ0B auarHocTukd u JjeueHuss [80]. B wactHOCTH, mpOTOKOI
PEKOMEHAYET IIPOBEACHUE KIMHUYECKOTO CKPUHUHIA POACTBEHHUKOB IIEPBOM JINHUU
poactea nanueHToB ¢ [ KMII, B couyeTaHnM ¢ TeHETUYECKUM TECTUPOBAHUEM WM O€3
HEro, a TakXe MCIOJIb30BaHUE MAarHUTHO-PE30HAHCHOM TOMorpaguu cepaua B
CIIy4asiX HeJOCTaTOYHOW HH(POPMATUBHOCTH dXOKapIuorpaduu.

Bmecre ¢ Tem, cienyer OTMETHTb, 4YTO YKAa3aHHBIM JOKYMEHT OTpakaeT
JUArHOCTUYECKAE M TEPANEeBTUYECKUE MOAXOAbI HA MOMEHT €r0 YTBEPKICHHS U
TpeOyeT CONOCTABIEHHSI C COBPEMEHHBIMU MEXIYHAapOAHBIMU pEKOMEHAauusMu. B
HACTOSIIEE BpEeMs DI IOJOXKEHHW HYXKIAETCd B akKTyalu3allud B YacTH
T€HETUYECKOr0 TECTUPOBAHUS, NMPUMEHEHUS WHITMOMTOPOB MHO3MHA (MaBaKaMTEH,
adpuKkaMTeH) M pACIIMPEHHUsA I[IOKa3aHUM K MHMOSKTOMHH B COOTBETCTBUU C
pekomennausimu ESC 2023.

Tepanestuueckasa crtparerusa npu OI'KMII BkirouaeT CTynmeHYaThl MOAXOM,
IIpeAyCMaTPUBAIOIIMM NPUMEHEHNE MEIWKAaMEHTO3HOW Tepanmmu U, nOpu €€
HEJ0CTaTOYHOU 3()PEKTUBHOCTHU, UCIOJIb30BAaHNE MHBA3UBHBIX METOJOB JieueHUs. B
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KIIMHUYeCKOM mpoTokojie PecnyOnukm KazaxcrtaH yka3aHo, 4YTO DaUUEHTaM C
CUMITOMHON (opMoit 3a0o0jeBaHUsI U PePPaKTEPHOCTHIO K (HapMaKOJIOTHYECKON
TEpanMX MOTYT OBITh [OKa3aHbl METOAbl CENTAJIBHOM pEeayKUUH, BKIOYas
XUPYPrUYECKYI0 CENTaIbHYI0 MMOIKTOMHUIO WIH KaTETEPHYIO AJIKOTOJIBHYIO
CeNTaJIbHYIO a0JSALUIO.

B Gosiee mIMpOKOM KOHTEKCTE PETMOHAIBHOTO OIBITA CIEAYET OTMETUTh JaHHbBIE
KpYIIHBIX Kapauoxupypruueckux LeHTpoB crpaH CHI'. Tak, mo maHHbIM perucrtpa
HMMUI] um. ak. E.H. Memankuna (HoBocubupck, P®), 3a 15 et BoimosHeHO Oosiee
1200 MUOSKTOMUIA, C HAKOTUIEHHON ONIEPALIMOHHOM JIETAIBHOCTHIO B cepuun MeHee 1%,
YTO MPEJICTABIIAET COOON OJTHY M3 KPYIHEHIIIUX CepHii BMEIIATEIBCTB B peruone [81-
83]. B HMHUI] CCX um. A. H. bakyneBa npumensiercss Monu(UIIMPOBAHHAS TEXHUKA
muocentdktomun (bokepusi—bopucoB), oTpaxaromias pa3BUTHE XUPYPTHUECKHUX
noaxonoB B pamkax CHI' mikosbl kapauoxupyprun. ConocTaBiIeHUE dTUX JAHHBIX C
HAI[MOHAJIbHBIM OMBITOM TO3BOJIIET OLEHUTHh pe3ynbTaThl jedeHuss OIKMII B
Ka3zaxcrane B KOHTEKCTE perMoHaJIbHOM IpakTUKU. B Poccuiickonn ®Peneparuu
reHetuyeckoe TectupoBaHue npu ['KMII pekomeHn0BaHO, HO NPUMEHSETCS
NPEUMYIIECTBEHHO B CIIEIUATN3UPOBAHHBIX IIEHTPAX U HE SIBISIETCS PYTUHHBIM.

B Kazaxcrane, HeCMOTps Ha pa3BUTHE XUPYPrUUECKUX METOJIOB, TEHETUUYECKOE
TeCTUpOBaHUE pH noATBepxkAcHNU nuarno3a OI'KMII B HacTosiiee Bpemsi HE BXOJIUT
B 00BbEM MEIUIMHCKOW TOMOIIM, (PUHAHCUPYEMOW B paMKax TrapaHTUPOBAHHOTO
00béma OecrmatHo MeaquuuHCKOH oMoty ('OBMII). DTo B onpeaenéHHOM cTeNeHH
OTPaHUYUBAET JOCTYITHOCTh MOJEKYISIPHO-TEHETUYECKON THArHOCTHKU y TAllMEHTOB
¢ OI'KMII u 3aTtpyaHseT mMpoBeaeHUE MOJTHOIIEHHON TeHETUYECKON CTpaTU(UKAIIUN
3a0oneBaHus, BKJIIOYas KacKaJHbIA CEMEWHbI CKpUHUHT. BMmecte ¢ Tem maHHOE
O00CTOSITENILCTBO ~ MOAYEPKUBAET HEOOXOAMMOCTh  JANbHEUIIEro pa3BUTHS U
UHTErPAIlMi TEHETUYECKUX TEXHOJIOTUU B CUCTEMY 3PAaBOOXPAHEHMUS, YTO SBISIETCSA
Ba)KHBIM YCJIOBUEM JUISl PACIIMPEHUS BO3MOKHOCTEW MPEIU3UOHHOW MEIULIMHBI U
BHEJIPEHHUS NEPCOHAIM3UPOBAHHOIO MOJX0/1a K BEICHUIO MAallUEHTOB.

Takum 06pa3zom, HECMOTPS HA HATUYKE KIMHUYECKUX PEKOMEH AU U pa3BUTHE
KapIUOXUPYPTUUYECKOM TIOMOIIU, OCTAaETCAd aKTyaJlbHbIM COBEPILICHCTBOBAHUE
MUArHOCTUYECKUX M Je4eOHBIX HOAXOm0B K BeaeHuro mamuedtoB ¢ OI'KMIIL. B
YaCTHOCTH, NEPCIEKTUBHBIM HAIPABICHUEM SBJISETCS HAydyHOE OOOCHOBAHHME U
BHEJIPEHUE KOMIUIEKCHBIX XHPYPrHUYECKHX METOJOB JICYECHHMsI, HANPABICHHBIX Ha
ONTUMU3ALUIO XUPYPrHUECKOr0 KOMIIOHEHTa TEpaIuu, a Takxke Ha OoJsiee IeTanbHOe
MpeIonepamoHHOe U3y4eHUE MOP(OTOTUYECKUX 0COOEHHOCTEH
rUNepTpoPUPOBAHHOTO MHOKApAa IS YIYYIICHHUS T[UIAHUPOBAHUS CENTAIBHOU
MUO3KTOMHMHU C HMCIHOJB30BAHUEM IIAMAIINX XUPYPrU4YECKUX TEeXHONOrui. J[aHHoe
HaIIPaBJICHHE JIETJIO B OCHOBY ILIEJIM HACTOAIIETO JUCCEPTALMOHHOTO UCCIIEA0BAHUS.
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2 MATEPHUAJIBI ® METOAbI UCCJIEJOBAHMUSA

2.1 IIporpamma auccepTAMOHHOIO UCCJICAOBAHUA

i pa3paboTku  HAaydyHO OOOCHOBAHHOTO  KIMHUYECKOTO  ajiropuTMa
XUPYPrUYECKOro JIEYEHUS MAlMEHTOB C OOCTPYKTUBHOM runepTpopuyecKon
KapJMOMHOIIaTUENW B JaHHOM IUCCEPTALMOHHOW paboTe MPUMEHSIIUCH CIEeAYIOLIUe
METO/Ibl: CHUCTEMAaTUYEeCKUd 0030p, HappaTUBHBIA 0030p, aHaIU3 pPEaATbHBIX
KIIMHUYECKUX CIIy4aeB, KOTOPTHOE HCTOPUUYECKOE MCCJIEJAOBAHME M AHATUTUYECKUN

OJIOK, KOTOpbIC ObLIH OMKUCaHbI B COOTBETCTBYIOIIMX pa3jienax (tadbmuma 3).

Tabnuma 3 — Buasl, METOIBI H 00BEM HCCIIEOBAHUS

Jn3aitn ucciaeoBaHus

HNcnonp30BaHHBIE METOIBI

O0BeM HCCIIEIOBAHUA

IloaroToBUTENLHBIN dTAIl

Cucremarndeckuit 00630p u
MeTa-aHalln3

AHanus 1ureparypsl B
cootBeTcTBUU ¢ PRISMA
(Preferred Reporting Items

for Systematic Reviews

and Meta-Analyses)

24 uccnenosanus (3 732
nanuenTa): 2 824 —
XHpypruveckast
muoskTomust, 908 -TCM-PC

HappaTtusHsliit 0630p

O0630p u cuHTE3
OTCYCCTBCHHbBIX U

72 UCTOYHUKA

KOI'OPTHOC UCCIICAOBAHUC
(peaJ'ILHBIe KIIMHHUYCCKHUC

cIIydau)

UCXOJIOB H
s dexTuBHOCTH
KOMILUIEKCHOTO
XUPYPrUYECKOro Moaxo/1a

76 namuentoB ¢ OI'KMII
(20152022 rr.)

3apyOeKHBIX
JTUTEPATYPHBIX
HCTOYHUKOB
PetpocnexktrBHOE
OImMcaTeIIbHO- Anamms
CpPaBHUTEIHLHOE MOP(OTEHETUUECKHUX 4 marnueHTa
MOP(hOTEHETUUECKOE XapaKTEPUCTHK
nccaenaoBaHue (peaabHble PEe3EeMPOBAHHOTO
= KIIMHWYECKHE CITydan) MHOKapa
% OmnwncarenbHBINA KIMHAKO-
= IInnoTHas KIMHAYECKAS HHCTPYMEHTAIbHBIN OHO KIMHUYECKOE
= arpoOanms aHaJu3 0€30MacHOCTH U HaOJII0JIcHHUE MallieHTa
=| TEXHUUYECKOI
% OCYIIIECTBUMOCTH HOBOI
g XUPYPrU4eCKON METOJIMKH
CE( PerpocnekruBHOE AHanu3 KIHHAYECKUX
Q
Q
=~

Cratuctuueckas oOpaboTka

O0paboTka TaHHBIX C

ucnoin3oBanueM SPSS
v20.0

Jlannbie 76 manueHTOB

2.2 TllpoBeeHue CUCTEMATHYECKOT0 0030pa U MeTA-aHAJIU3A

B pamkax npuccepranimoHHOM pPadOTHI

OBL10 MpOBCACHO CPABHUTCIIBHOC

uccinenoBanue 3(PEHEKTUBHOCTH U OE30MACHOCTH JIBYX METOJO0B XUPYPIHYECKOIO
neuenns nanueHToB ¢ OI'KM: TpaHcaopTanbHOW XUPYpPrHY4E€CKOW MHUOSKTOMUH M
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MEHEE HHBA3UBHOM TpPAaHCANMMKAIbHOM CENTaJIbHOM MHUAKTOMHUM Ha padoTaroleM
cepaue (TCM-PC) B Buze cucreMaTHdeckoro 0030pa CyIIeCTBYOIIEH TUTePaTypHhI.

2.2.1 VICTOYHHK U perucTpaIus mpoToKoJia

MartepuasioMm HcciaeoBaHUs MOCTYKUIM ONyOJMKOBAHHBIE HAay4yHbIE PabOTHI,
MOCBSIUIEHHBIE XUPYPrUUYECKOMY JIEYEHUIO TUNepTpouyeckod OOCTPYKTUBHOU
kapauomuonatud. [IpoTokon cuctemaTuuyeckoro o030pa ObLI 3aperucTpUpoBaH B
PROSPERO — MexayHapoAHOM NPOCIEKTUBHOM PEECTPE CUCTEMATHYECKUX
0030poB (CRD420251075522). IlpeaBapuTelbHbI MOUCK B PEECTPE HE BBISIBUII
3aperucTpPUPOBAHHBIX TPOTOKOJIOB aHAIOTMYHBIX 0030POB.

2.2.2 VIcTOYHMKY JaHHBIX U BPEMEHHbBIE PaMKU

[Touck nurepaTypbl MPOBOJMIICS B 3JEKTPOHHBIX 0a3ax nanHbix PubMed, Web of
Science, Cochrane Library u ScienceDirect. B 0030p Bkitouanuch myOJUKaIu,
onyonukoBaHHble ¢ sHBaps 2014 mo mait 2025 rona. Beibop 2014 roma B kadecTBe
HIJKHETO mopora ObUI 00YyCNOBJIEH HEOOXOIUMOCTBIO aHalM3a MCCIEI0OBAaHUMH,
OTpaXKaroIIUX COBPEMEHHYIO XHPYPTrUYECKYIO0 MPAKTHUKY, a TakXke BO3MOXKHOCTHIO
COTMOCTAaBJICHUSI C BHEAPEHHON B TMOCJIEAHHE TOJbl TEXHUKOW TpaHCANUKAIbHOU
CeNTaJIbHOW MHUAKTOMUU B Obtomemcs cepiaue. llocne npuMeHeHHs KpUTEpHUEB
BKJIFOUEHUS M HWCKIIOYEHHS IS TOJHOTEKCTOBOrO aHaiau3a Obuto oroOpanHo 595
ucciaegoBanuid. M3 wHux 571 ObUIM HWCKIIOYEHBI W3-3a JTyOJUPOBAHHS WIIH
NEpEeKPhIBAIOIIMXCS TaHHBIX. B uccnenosanue Bouuio 24 uccnegoanus (15 u3 Hux
OBLIH MTOCBSIIEHBI XUPYprudeckoir MuskTomu, a 9 — TCM-PC) Brimrouaromniue 3 732
nanueHta: 2 824 — mocne xupyprudeckort mudkrtomuu, 908 — mocie TCM-PC
(pucyHok 5).
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Mpouecc nageHTndMKaLMm nccrnegoBaHuii:

=
= . WcecnenoeaHus, yoaneHHble
= WccnepoBaHusa una:
e PubMed (n=13 832) MEpeA CKPUHMHIOM:
& Webof Scence (21416) o icc rovanmicion
g Cochrane Library (n=794) CEETELER) =
0 MNpoBeaeH CKPUHWHTF > WckntoveHsl (n=14 131)
I (n=14 727)
3
3
8 |
WcknioyeHsi:
OueHKa cooTBETCTBMA |, | - NUCbMa B pefdakuuio (n=74)
Kputepsim (n=595) D630pHbIe cTaTbh U CO (n=126)
= KnuH.cnyyaun (n=371)
% J
m
o
% BknioueHsl B 0630p (24)
: i l
S
o
Xupyprudeckass MMO3KTOMMWS TCM-PC
(n=15) (n=9)

Pucynok 5 — Kpurepun or6opa uccienoanuii B coorsercteuu ¢ PRISMA

2.2.3 Kpurepuu BKIIOUCHHS U UCKITFOUCHUS

B o0030p BkIIOYANHCh HCCIAEAOBAHMS, COOTBETCTBYIOIIME  CJEAYIOLUIUM
KPUTEPUSIM:

1) KOTOPTHBIC ~ WCCIICJIOBAaHUS WM  PaHIOMH3MPOBAaHHBIC  KIMHUYCCKHE
UCIIBITAHNUS;

2) BKIIIOUCHHE B3POCIIBIX MMAIMEHTOB B Bo3pacte >18 jer;

3) mpencTaBiICHUE NaHHBIX KaK MUHUMYM TIO JIBYM U3 CIICYIONIUX HCXOJIOB:
IPaJUeHT JaBJICHUS BBIHOCAINIECIO Tpakra JeBoro kenymouka (I'BTJDK),
dynkimonanbabii kiace (PK) mo xknaccuduxaruun NYHA, cMepTHOCTD, MUTpaTbHAs
peryprutanus >2 CTENEHH WU IOCJIEONEPAllMOHHBIE OCJIOKHEHUS (BKJIIOYAs
MMIUIAHTALHIO TIOCTOSTHHOTO KapANOCTUMYJISITOPA);

4) myOarKaIys Ha aHTJTHCKOM SI3bIKE B YKa3aHHBIN BPEMEHHOU MTEPHOI.

2.2.4 U3BrnexaeMble TTOKa3aTeIH

OCHOBHBIM  HCXOAOM  HccieAoBaHus  sBisioch u3MeHenue ['BTJDK.
BropuunpiMu ucxomamu ObUIM: JguHaMuKa (GyHKOHoHaidbHOro kiacca (DK),
pacrpoCTpaHEHHOCTh YMEPEHHOW M TSKENOM MUTpalbHOM peryprutaiuu (>2),
KkpatkocpouHas (30-gHeBHasi) W JOJTOCPOYHAs CMEPTHOCTb, a TaKKe 4YacToTa
MOCJICONEePALIMOHHON MMILUIAHTAIIMU MOCTOSIHHBIX KapJUOCTUMYJIATOpPOB. Bce cpoku
HaOJI0/ICHHS CTaHAAPTU3UPOBAIIUCH U YKA3bIBAIMCh B MecAIlax.
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2.2.5 Metonabl uccienoBaHus

Cucrematnyeckuii 0030p BBINOJHEH B COOTBETCTBUU C PEKOMEHIALUSAMU
PRISMA. Tlouck nuTepaTypbl IPOBOAMICS C UCIOIb30BaHWEM KoMOuHanuii MeSH-
TEPMUHOB U KJIOYEBBIX CJIOB CBOOOJHOTO TEKCTa, OOBEAMHEHHBIX JIOTMYECKUMU
onepatopaMmu AND/OR, u BkiIOYal TEPMHUHBI, OTHOCSIIHMECS K XHUPYPruyecKon
MUBKTOMUHU (B ToM uwmciie npouenype Moppoy u TCM-PC) u runeprpoduueckoit
O0OCTPYKTUBHOM KapJAHMOMUONIATHH.

OT60p uccneaoBaHUM OCYLIECTBISJICS B JBa 3Tana: CKPUHUHT 3arojOBKOB U
AHHOTALIUWA U OCIEAYIONINI aHAJIN3 MOJTHOTEKCTOBBIX MyOnuKauuid. M3 BKIIOUEHHBIX
UCCJIEIOBAaHUN W3BJICKAINCH JAHHBIE O XapaKTEePUCTHKaX MyOIMKalUuid U BBIOOPOK,
¢yHKUMOHAIBHOM  Kjacce no  kiaccupukammu  NYHA,  ucxogHom u
NOCJIEONIEPAIMOHHOM ~ TPaJUEHTE  BBIHOCSLIErO TpakKTa JIEBOTO  JKEIyJ0YKa,
MUTPAJIbHON pErypruTaliuu =>2 CTENEHHW, CMEPTHOCTM M YacTOTE HMIUIAHTALUU
NOCTOSIHHOrO  Kapauoctumynistopa. Anamu3z ['BTJIDK npoBoawscss TOabpko B
COCTOSIHUH TTOKOSI.

[Ipu npencraBieHnn JaHHBIX B BUJAE MEAHAHBI U MEKKBAPTHIBHOIO JHaNa3oHa
3HaUEHUs TMpPeoOpa3OBHIBAIUCH B CpeAHEE M CTAHJIAPTHOE OTKIOHEHHE C
UCIIOJIb30BAaHUEM OIMYOJIMKOBAHHBIX CTATUCTUYECKUX METONOB. M3BiieueHne AaHHBIX
BBINIOJIHSUIOCH JABYMSI MCCJIEIOBATENSIMA HE3aBUCHUMO; Pa3HOIJIACHs pa3pellajuch
nyTéM 00CYXICHUS.

Puck cucrematnueckoil OIIMOKHM OLIEHUBAJICS C MCIOIb30BAHUEM HHCTPYMEHTA
ROBINS-I nByms aBTOpamMu HE3aBHCHMO C MOCJIEIYIOLIEH OLEHKONH MEXOLEHOYHOU
HaJEKHOCTH.

KauecTBEeHHBIN CUHTE3 BKIIIOYAJI CTPYKTYPUPOBAHUE PE3YJIBTATOB B 3aBUCUMOCTH
OT NMPUMEHAEMON XUPYPrUUECKON METOAUKH (Xupyprudeckas Muosktomus u TCM-
PC). MeTta-ananu3 npoBoawics ¢ ucnonb3zoBanueM RStudio ¢ npumenennem moaenu
ciny4yaiiHbIX 3¢ dekToB. ['eTeporeHHOCTh olleHuBaach ¢ momoinbio Q-tecta Kokpana,
CTaTUCTUK [*> M 7%, IONOJHUTENBHO BBIIOJHIACH NOATPYIIIOBOM aHalu3, OLICHKA
MyOJIMKAlIMOHHOM CMEIEHHOCTH U METa-perpeccusi ¢ yuéToM KOBapUaTOB Ha YPOBHE
HUCCJICJOBAaHUM.

2.3 PeTpocnieKTHBHOE ONMUCATEIbHO-CPABHUTEIbHOE MOP(OreHeTHYECcKoe
HCcJIe0BaHue (peajibHbIe KIMHUYECKHe CJIy4aun)

Jnga  peamuzanui  mepBOM  3aJa4M, BBINOJHSAEMOW IS  ONPEACICHUS
TeHETHYECKNX, Trucromopdonorndeckux #  (HEHOTUIMUYECKUX  OCOOCHHOCTEH
mamueHToB ¢ OI'KMII, Owwuto mpoBeaeHo wucciaegoBanne Ha 0a3e Haydno-
MCCJIEI0BATEeILCKOT0 MHCTUTYTA KapAuojaoruu U BHyTpeHHuX oonesneit (HUMKuBb),
oxBarbiBaromee mnepuoa 2020-2021 rr. beuid BKIIOYEHBI YETHIPE NALMEHTA,
MepeHECIINX XUPYPTHIECKOE JICYSHUE 10 TOBOTY OOCTPYKTUBHOU TUTIEPTPOHUIECKON
Kapauomuonaruu.  PezenupoBaHHas ~— MMOKapAHalibHas  TKaHb  NAlNMEHTOB
noABeprajiacb Mop(oJOTHYeCKOMY HCCIEAOBAHUIO, a TakKXke ObLIO MPOBEACHO
MOJIEKYJISIPHO-TEHETUYECKOE TECTUPOBAHUE HA HAIMYUE MYTalUM, aCCOUMUPOBAHHBIX
Cc runepTpopuyecKon kKapauoMmuonatuen. st oueHku pa3nuduii B MOpGOI0rHYeCcKuX
W TeHETUYECKUX JAHHBIX HCIOJIb30BAJICS ONUCATEIbHBIM CPAaBHUTEIbHBIA aHAJIU3;
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(opManbHble METOAbl CTATUCTHYECKOM OOpabOTKM HE NPUMEHSUIMCh H3-32
HEOOJIBIIOr0 pa3Mepa BHIOOPKH.

2.3.1 Mopdomoruueckoe ucciae10BaHue

[IpoBeneHo omMcaTtenbHOE TUCTOJIOIMYECKOE HCCIEAOBaHME MHOKapia y 4
MAalMEeHTOB C OOCTPYKTHBHOM rumnepTpoduyueckor kapauomuonatuend. Ilocne
MPOBEACHUSI XUPYPTUUECKON MPOLEAYPHl - CENTAIBbHON MHOIKTOMHUM, IOJTYYEHHBIN
OWoICUlHBI ~ MaTepuan  (pe3eLMpPOBAHHBIA  MHOKapJl  MEXXKEITyJOUYKOBOU
neperopoaku) duxcupoBaiu B 10% 3abydepennom dopmanune (pH 7,2-7,4) B
TeueHue 24 4yacos, jajnee MojBepraiu r’MCTOJIOTHYECKO MPOBOAKE B U30MPONUIOBOM
cnupre 1-6 nopuuii mo 60 MUHYT pydHbIM criocoOoM. [lomyyeHHbIe KyCOUKH 3aIMBaIN
napauHOM C HCHOJb30BaHMEM 3anuBouHoro ammapara «Leica EG 1150 H» ¢
nojgyycHrieM mnapadHUHOBBIX OJIOKOB, jgajnee Ha mMukporome «Leica RM 2125 RT»
JIeJIAJIN CPE3bI TOIIIUHON 5 MKM.

Cpe3bl TONMIIMHONW 4—5 MKM OKpalluBajid TeMaTOKCWIMHOM Maiiepa u 1%
BOJHBIM PAcTBOPOM 703WHA (PYUHBIM METOAOM) JUIsl OOuIed MOpPQOIOrHYecKOn
OLICHKM MMOKApJa, BBIABICHUSA SJAEPHBIX M LUTOIUIA3MAaTHYECKUX HW3MEHEHUH
KapAMOMHOIIMTOB, ApXUTEKTOHUKU U KIETOYHOM ne3opraHu3auuu. JlOMOJTHUTETbHO
MPOBOAMIACH MEPHOAMYECKas KUCIOoTHO-IU(oBcKas peakius (Periodic acid—Schiff,
PAS) s BbIsIBIEHUS U OLEHKM HAKOIUIEHUS TJIMKOTEHA B KapJIMOMHUOIUTAaX, B TOM
YUCJIE €T0 IEPUHYKIEAPHOTO pacipeneineHus. PAS-O3UTHBHBIE CTPYKTYpBI, Kak
MapKep YIJIEBOAHOM JUCTpoUM M HapyLIIEHUH BSHEpreTuyeckoro oOMeEHa,
OIPEJEISUIACH KaK y4aCTKH LIUTOIUIA3MBbl MJIM BHEKJIETOYHBIE 3JIEMEHTBI, OKPAILICHHbIE
B PO30BO-IIypPIIYPHBIN I[BET Pa3IMYHON MHTEHCUBHOCTH. OLlEHKAa MHTEHCHBHOCTH U
pacnpeneneHus: OKpalMBaHUs [TPOBOAMIACH ITOJYKOJIMYECTBEHHO C UCIIOIb30BaHUEM
MUKPOCKOIUU TIpH yBeIndeHuax X 10 u x40.

OxkpamuBanue Tpuxpomom Maccona (Masson’s Trichrome) mpoBemeHo s
IU(pGepeHIUPOBKU MBIIIEYHON M COEJUHMUTEIBHOW TKAaHW W OLIEHKH XapakTepa
NEePUBACKYJSIPHOTO M TNEPULEIUTIONAPHOrO (ubpo3a (KOJIJareHOBblE BOJIOKHA —
roiayoOble/3enéHble, MbIIIEUHbIE BOJIOKHA — KpacHble). [locie okpammBaHMs Cpe3bl
3aKJII0YAJIN I10J] MTOKPOBHBIE CTEKJIA C HMCIOJIb30BaHUEM cpeabl «brnomayHT» s
JOJITOBPEMEHHOIO COXPAaHEHHs M IIPEJOTBPAIECHMS BBILIBETAHUS KpacUTEIIEH.
Muxkpockonuio 1 (HOTOAOKYMEHTAIMIO MMPOBOJAWIN C UCHOJIb30BAaHUEM MHUKPOCKOIA
«Leica DM 1000».

['ucronornyeckoe OMMCaHUE TOTOBBIX CTEKJIONPENapaToOB IPOBOJIMUIOCH B
naboparopuu naromopdonorun HUNKuBb.

2.3.2 'eHeTHYeCKOE TECTUPOBAHUE

MoueKynsIpHO-TEHETUYECKOE TECTUPOBAHHWE MPOBOAWIOCH B J1a0OpaTOpHH
«DLE» (Genética Humana, Doencas Raras e GenOmica, bpa3unus)
(https://lwww.dle.com.br/). Omnpenenenne MyTanmuOHHOTO TPOMUIIS BBIIOIHIOCH
METOJIOM CEKBEHUPOBAHUSI HOBOTO MOKOJIEHUS, OCHOBAaHHBIM Ha 3aXBaTe IIEJIEBBIX
yuacTkoB BbigeneHHo JHK ¢ mocienyromum  MaccoBbIM — HapajuiesIbHBIM
CEeKBeHUpOBaHUEM. JlaHHBIN MeTOJl 00ecrneunBaeT BhICOKYI) UYBCTBUTEIBLHOCTD IS
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BBISIBJICHHS TOYeuHBIX (single-nucleotide) W Manbix WHCEPUHMOHHO-ACICIIUOHHBIX
BAPUAHTOB B T'€HAX, ACCOIMUPOBAHHBIX C TUNEPTPOPUUECKON KapauOMHUOMATUEH
('KMII). TI'emeruueckas IaHeNlb, HCMOJb30BaHHAS B JIAHHOM HCCJICIOBaHHH,
BKJIIOUaIa 17 kimo4eBbIX TeHOB, cBsizaHHbIX ¢ pasButueMm ['KMIL: ACTCI, DES,
FLNC, GLA, LAMP2, MYBPC3, MYH7, MYL2, MYL3, PLN, PRKAG2, PTPN11,
TNNCI1, TNNI3, TNNT2, TPM1, TTR.

Ilepen  mpoBeneHWEeM  UCCIEAOBAaHUSA  BCE  MAIlMEHTHl  MOJMUCHIBAIIN
MH(QOPMHUPOBAHHOE COTJIACHE, B KOTOPOM IMOJIPOOHO Pa3bsICHSIIUCH 1I€JIb U ITAIlbl
nporeaypsl. [locine monydeHus coriacus 3amofHSIIMCh CTaHAApTHBIE (OPMBI C
ykazanuem @.M.0O. mamuenTa, 1aThl U MECTa B3sTUs OMoMaTepHalia, a TakKe JaHHBIX
orBeTcTBeHHOTO Bpauda (D.M.O., koHTakTHBIN TenedoH, dyeKkTpoHHas mouta). Becem
nalnyenTaMm 3a0op OromMarepuana OCYIIECTBIISIICS M0 METOAY «CYXOM Karlid KPOBHY
(Dried Blood Spot, DBS). B cTepuiabHBIX YCIOBHSX BHYTPHUBEHHO Opamu 1 M
BEHO3HOM KpPOBH, KOTOPYIO PAaBHOMEPHO HAHOCWJIM HA JUArHOCTHYECKHE KapThl C
TpadapeToM, He BBIXOIS 3a TPaHUIIBI 0003HAUYCHHBIX TI0JIei. KapThl oCcTaBsAIM HA TPH
yaca MpU KOMHATHOM TeMmIepaTrype B 3allUIIEHHOM OT CBETa MECTE IS MOJHOTO
BeICymMBaHusl. [locie BhICHIXaHUS JUATHOCTHYECKHE KapThl U MOAMUCAHHBIE (OPMBI
corjlacusi TIOMeIajdud B CIElUalbHbIE TPAHCIOPTHBIE KOHBEPTHI U OTIPABIISIA B
naboparoputo DLE (bpa3unus) nis npoenenust NGS-ananmsa.

st MOpOTEHETUIECKOTO COMTOCTABIICHHSI OBLIM BHIOPAHBI YETHIPE MAIIUEHTA U3
gucja  ONEPUPOBAHHBIX  OOJBHBIX C  OOCTPYKTUBHOM  runeptpopuyecKoi
KapJMOMHUOINIATUEH, JUIsI KOTOPBIX OBLI M3BECTEH pPE3YylIbTaT TEHETHYECKOIO
TecTUpoBaHUs. B aHanmu3 ObUIM BKJIIOYEHBI OAWH TAIMEHT C BBISBJICHHON OJIHOM
MyTalMel, OIMH — C TPEMsI MYTAIllMOHHBIMU BapUaHTaMU, OJJUH — C OTPULIATEIbHBIM
pe3yJIbTaTOB TE€CTa W OJWH NAlMEHT C HEU3BECTHBIM T'€HETHUUYECKUM CTaTyCOM,
VCIOJIb30BAHHBIN KaK «CIICTION KOHTPOJIbY.

2.4 PazpaboTka MeTO/1a IVIMKAIMY (ONMCAHHe KIIMHUYECKOTo ciaydas)

Jlns peanu3ainiid BTOPOM 3aJa4M JHUCCEPTAIMOHHONW PabOThl HAMHU TPEIIONKEH
HOBBIM XUPYPTrUYECKUH CTIOCO0 TUIMKAIUK TIepeHEN CTBOPKH MUTPAIBHOTO KjlaraHa
st koppekuun SAM-cunapoma. B KOHTEKCTE KIMHUYECKOrO M aHATOMHUYECKOIO
pasznooOpazust OI'KMII, MbI mpecienoBany meiib TOYSYHON KOPPEKIIUU yITUHEHHOM
30HBI MEPEAHEN CTBOPKH MUTPAJIBHOI'O KJIAllaHA, HAIPABJICHHBIA HA YMEHBIICHUE
BBIpO)KEHHOCTH SAM-cHHIpOMa U yIyYIICHHE TeMOJUHAMUKH 0€3 HEOOXOAMMOCTU
pPaJUKaJIbHOW MU3KTOMHUH WIHM CIIOXKHBIX PEKOHCTPYKIMU, BKIIOYasi IPOTE3UPOBAHUE
MUTPAJIBLHOIO KJanaHa, U MpU 3TOM MpecieoBaln 1eidb n30ekarh pa3HOro pojaa eé
TUCHYHKITHIO B TIOCTICOTIEPAIMOHHOM TIEPUOJIE.

[IpoBenena nepBUYHAS KITMHUYECKAS ampoOaIvsi IPeIJI0)KEHHON XUPYPTUIeCKOn
METOJUKH TUIMKAIMU MUTPAJIBbHOrO KJIallaHa Ha OJHOM KIJIMHUYECKOM HaOJIOJICHHH,
HAlpaBJICHHAs Ha OICHKY TEXHUYECKOW OCYIIECTBUMOCTH H 0€30macHOCTH
BMeIIaTeNIbCTBA. Anpobanus crnocoda MINKalul MUTPAIBHOTO KJlalaHa MpoBEJcHA B
OTJICJICHUHM KapJIUOXUPYPru C JabopaTopueil UCKYCCTBEHHOTO KPOBOOOpAIEHUS U
omnepalMoHHbIM OsiokoM HaydHO-HCClIen0BaTeIbCKOIO0 MHCTUTYTa KapJAUOJIOTUU U
BHYTpeHHUX Oone3neil (r. Amnmatel) c¢ amnpens 2023 mo paekadbps 2024r. Ilo
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pazpaOOTaHHOMY  METONYy  IUIMKAlMM  JOKTOPAaHTOM  IIOJY4YEHO  aBTOPCKOE
cBuneTenbeTBO Ne53820 ot «23» stBaps 2025 roxa (Ilpunosxenue b).

[lonyyeHHble JaHHBIE MCHOJIB30BAaHBI KaK ATal BEPUPUKALUU XUPYPTHUYECKOM
TEXHOJOTUU U 000CHOBaHUS JAJbHEUIIEr0 KIMHUYECKOTO MPUMEHEHUS.

2.5 PeTpocnieKTUBHOE KOTOPTHOEe HCCJIel0BaHHe (peajibHble KJIMHUYECKHUE
CJIy4au)

Jlns peanuzanuu TpeTbe 3aJauu JUCCEPTALMOHHON paOOThl OBUIO MPOBEACHO
HUCTOPUYECKOE KOTOPTHOE MCCIIEAOBaHUE, HAMIPaBIEHHOE Ha OIEHKY (D PEKTUBHOCTH
KOMOHWHHMPOBAHHOTO METO/1a, BKJIFOYAIOIIEro npeaonepanmonHoe MPT-kaptupoBanue
YTOJIIIEHHON MEXKETyI0YKOBOU MEePEropoIKi, ¢ UCIOIb30BaHUEM Pa3pab0TaHHOIO
XUPYPrUYECKOTO PETPAKTOpPa M METOJA IUIMKAMA MHUTPAJIbHOTO KJanaHa MpHu
paclIMpeHHoON centaibHOM Muo’KkTOMUM Yy mnanueHToB ¢ OI'KMII. UccnenoBanue
BeInosiHeHO Ha 6aze HUMKuBb r. Anmarsr B mepuon ¢ 2015 mo 2023 rofsi.

2.5.1 Jluzaitn ucciaeoBaHUs U MOMYJISIIUS

B nmaHHOE€ KOrOpTHOE€ MCTOPHUYECKOE WCCIICIOBaHUE OBLIM BKIIOYEHBI 76
MOCJICIOBATENIPHBIX MAIMEHTOB C JAUArHO30M OOCTPYKTUBHOM THUIEPTPOPUUECKOM
Kapauomuonatuu. Bce manueHThl MMeNd KIMHUYECKUE CHMIITOMbI, HECMOTPS Ha
MOJIy4aeMyI0 ONTUMAIBHYIO MEIMKAMEHTO3HYIO TEpPAINIO, M PaHEe HE MOJIBEPrajauch
XUPYPrU4eCKOMY JIEUEHUIO.

Kpurepusimu BKiItoueHUs OBLIH ClIETyIOIHe (GaKTOPhI:

— TOATBEPKIEHHBIN MUarno3 ooctpykruBHoi ['KMII,

— TUKOBBIN I'PAJIUCHT B BBIXOJIHOM TpakTe JeBoro xkenynodka (I'BTJIDK) >50 mm
pPT.CT. B TIOKOE€ WM JOCTUTHYTHI mNpu (QYHKIMOHAIBHOM mMpoBoKanuu (mpobda
BanbcanibBbl WM HArpy304HBIN TECT), MPU 3TOM C HATUYUEM KIIMHUYECKU 3HAYUMBIX
cuMnToMOB y Beex nanueHTos ¢ OI'KMII,

— TOJIIMHA  MEXOKEIYJIOUYKOBOM  MEPEeropojakd >15 MM 10  JaHHBIM
sxokapauorpadun wim MPT;

— OTCYTCTBHE paHEE BBINOJHEHHBIX XUPYPrUYECKUX BMEIIATENbCTB Ha
MEXKEITYIOUKOBOW TIEPETOPOJIKE.

Kpurepun uckintoueHus: ObUTH MPEACTABICHBI CICTYIOMUMEI (GaKTOPaAMHU:

— nukoBbld rpagueHT (I'BTJIK) <50 MM pT. CcT. KaKk B COCTOSIHUM MOKOSI, TaK U
IIpY MPOBOKALINH;

— 0ecCUMITOMHBIE TAIlUCHTHI;

— TOJIIIMHA MEXOKETYI0UYKOBOM MEPETOPOAKH <15 MM;

— HaJIW4YMe APYTHMX 3HAYUMBIX CTPYKTYPHBIX MOPOKOB cepala, TpeOyrommx
AJBTEPHATUBHON XUPYPrUUECKON TaKTUKHU.

Knunuko-nemorpaduueckne  XapaKTepUCTUKH — BKIIOYAIW  BO3pacT, IO,
WCXOJHBIC KIMHUYECKUE CUMITOMBI, (PYHKIIMOHAIBHBIA KJIacC MO KIacCU(PUKAINH
NYHA u conyTcTByIONIYIO NaTOJIOTHIO.

JlaHHBIE TNALMEHTOB  M3BJICKAINCh PETPOCIEKTUBHO W3  MEJAULHUHCKOU
JOKYMEHTAllMM, BKJIIOYas HWCTOPUU OOJE3HH, MPOTOKOJIBI HHCTPYMEHTAIbHBIX
WCCIIEIOBAHUM, ONEPAMOHHBIE OTUETHI M BBIMUCKU. [[1 KaXXI0ro KIMHUYECKOTO
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Clly4asl IPOBOJMJICS IMOCJEI0BATEIbHbIN aHAIN3 JeMOrpapuuecKux XapakTepUCTHK,
aHaMHE3a, KIMHUYECKOW CHUMIITOMATHKH, pe3yJbTaTOB  MHCTPYMEHTAJIbHOU
JTUArHOCTUKH, ocoOeHHOCTEN XUPYPruYECKOro BMEIIATEIbCTBA u
IIOCJICONEPALIMOHHOIO TEYCHHUS.

2.5.2 [IpenonepaiiuoOHHOE KapTUPOBAHUE MEXOKETYI0YKOBOM MEPEeropoaKy Mo

KOHTpojeMm MPT
Bcem manuenTtaMm, KOTOPBIM IUIAHUPOBAJIOCH NPOBEACHUE PACIIUPEHHOU
TPaHCAOPTAIIBHON CenTajabHON MHUIKTOMUH, Kpome CTaHAAPTHOTO

aXoKaparorpaduueckoro HMCCIe0BaHUs BBHITIOJHUIOCH MpeaornepainuonHoe MPT-
KApPTUPOBAHUE MEXOKEITYIOYKOBOM MEperopoaku. Llenbro JaHHOro srama sBJsAiIOoCh
NOJIyYeHHUE JI€TAJTU3UPOBAHHON HH(OpPMALMU O TEOMETPUM, NPOTIKEHHOCTH U
JIOKANIM3aUU TUIEPTPOPUPOBAHHBIX CETMEHTOB MEXKEITYOUKOBOM MEPEropoaKu.

[Tony4yeHHbIE JaHHBIE UCIIOIB30BAIUCH KAK IIEPCOHATU3UPOBAHHBIA HHCTPYMEHT
NPEeONEPALMOHHOTO  IJIAHUPOBAHMS, TO3BOJIAIONIMI  ONTUMHU3UPOBATH O0BEM
PE3EKIMM W CHHU3UTh PUCKM Kak ocTaTouyHod obctpykumu LVOT, Tak u pucku
ATPOTrE€HHBIX OCJI0KHECHUM.

I[Io wmeromy  mpenonepaliMOHHOIO  KapTUPOBAHUSA  MEXIKEIYAOYKOBOU
neperopoaku nox koHrpoieM MPT aBTOpoM 1oiayd4eHO aBTOPCKOE CBUIETENILCTBO
Ne53211-1 ot «9» stuBaps 2025 roxa (Ilpunoxenue A).

2.5.3 Pa3paboTka u mpuMeHeHHe CEeNTAIbHOTO PETPAKTOPA.

Jist ynydineHus BU3yaldu3alldd M OO0EeCHedYeHHs] CTa0WIBHOIO JO0CTyna K
Pa3IUYHBIM YPOBHSAM MEXIKETYJOUKOBOM MEPErOPOJKH U CTPYKTypam JIEBOTO
KEJIyZ0UKa yepe3 KOPeHb a0PThI IPUMEHSIICS CIIENMaIbHO pa3pad0TaHHbIN aBTOpaMu
CEeNTAJbHBIA pETpPaKTOp. ABTOPOM TMONy4YeH MaTeHT Ha wu3zobperenne Ne36799
(ITpunoxenne B), a Taxke aktel BHeaApenus (IIpunoxenus I, 1, ).

2.5.4 KOMIIJIEKCHBIM XUPYPTUUECKUH TTOIXO0/T

JI1d mimaHupOBaHUA TPAHCAOPTAJIBHOM CENTATIbHON MUAIKTOMHU UCITOJIb30BAIUCH
JaHHBIE TPAHCTOPAKATHHOW W TpaHcHI30dareanbHOU 3XOoKapAauorpaduu, BETOBOU
nomruieporpaduu, KOpOHApHOW aHTHOTpaduu, JIEBOW BEHTPUKYJIOTpaduu, a TakKe
pa3pa0OTaHHBII  aBTOpPaMH  TPOTOKOJ  MPEAONEPAMOHHOTO  KapTHPOBaHUS
MEXOKETYIOYKOBOM  NEPErOPOJKA €  HCHOJIB30BAHWEM MAarHUTHO-PE30HAHCHOU
ToMOrpaduu.

XUpypruueckoe BMEMIaTeIbCTBO BKITFOYAIO MOOMIIH3AIUIO TMAMAJUTSIPHBIX MBIIIIII,
PE3EKLUHI0 AHOMaJIbHBIX (UOPO3HBIX UM  MBIIIEYHBIX  TSAXKEH, BBIMNOJHEHUE
TPAaHCAOPTAJIBHOM  CENTaJbHOW MHUAKTOMHUM W  TPAHCAOPTAJbHYIO IUIACTUKY
MUTPAIBHOTO KJIalaHa ¢ ucceueHueM (uOpO3HO M3MEHEHHBIX M PETPArUPOBAHHBIX
BTOPUYHBIX XxopA. I[locine MoOWIM3AMKM MNANWUISIPHBIX MBI  BBIMOJHSIIACH
cenrajgbHas MUOAKTOMUS. O0BEM PE3EKIIMU MUOKAP/1a ONPEIEIISIICS UHIUBUAYATIBHO C
Y4ETOM TOIIIMHBI MEXOKEITYJ0OUKOBOM MEPETOPOIKM U aHATOMUYECKUX OCOOCHHOCTEM
nanueHTa. B O0JbIIMHCTBE Clly4aeB Macca pe3elupOBaHHON MUOKapIMAIbHOW TKAHU
HE MOJCUMTHIBaNach. IMHTpaonmepalMOHHOE OPUEHTHUPOBAHHE OCHOBBIBAIOCH Ha
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AHATOMUYECKOW OIIEHKE M JNAaHHBIX NpenonepauuoHHoro MPT-kapTupoBanus, npu
STOM LIEJIEBBIM OPUEHTUPOM SIBIISLIACH PE3EKUUs MPUOJIM3UTENBHO OJHOM TpEeTU
TOJILIMHBI IEPETOPOJIKM B 30HE MAKCUMAJIBHOW TUIEPTPOPUH.

[locne MMAKTOMUM OLIEHMBAJAaCh JKEIYJOYKOBAas ITOBEPXHOCTh IIEPEIHEN
CTBOPKM MHTPAJIBHOTO KJAMaHa JUisl ONpeaesieHus HEoOXOJMMOCTH pacceyeHUus
BTOPUYHBIX  XOpA. PemeHune  npUHUMAIOCh  HAa  OCHOBAHMM  JAHHBIX
MHTpPAOIEpalMOHHON TpaHca30(areanbHOU 3X0KapAUOrpa@uu U BU3yalbHON OLICHKU
xupypra. Bropuunsie Xopabl, 0COOCHHO MPUKPEIUIAIOIIKEcs BOIM3U CBOOOAHOTO Kpast
nepeHe MUTPAJIbHOM CTBOPKHU, pPAacCEKAIUCh M30MPaTEIbHO B 3aBUCUMOCTH OT MX
npeanojaraeMod pojaud B (GOpPMHUPOBAHUU OOCTPYKIIMM BBIBOJHOTO TpPaKTa JIEBOTO
xenynouka. KonmuecTBo pe3elMpoOBaHHbBIX XOpJ ONPEAEIAIOCh HHANBUAYAIbHBIMU
aHATOMMYECKUMHU 0COOEHHOCTsIMU. Ha 3Tane pekoHCTPpYKIIMH MUTPAJILHOTO KIIanaHa,
MOMUMO TEXHUKU Alb(pbepH, B psiie CllydaeB MPUMEHsIACh pa3paboTaHHas aBTOpaMu
METOAYKA IUIMKAWH YIJIMHEHHOW NEPETHEN MUTPAIBHONU CTBOPKHU.

Jlnst oGecriedeHuns: afileKBaTHOM BU3YyalU3allMK M JOCTYMa K MEXO KETyT0YKOBOM
MEPEropoJIKe 4Yepe3 KOPEHb aOpThl HMCIOJB30BANICA CHEIUANIbHO pa3pabOTaHHbBIN
cenTanbHBI perpakTop (maTteHT Ha u3zoOpereHue Ne36799 (Ilpmnoxenne B
JUCCepTaIliN).

PernpeseHTaTuBHBIE HHTpaoNepallMOHHbIe H300paXeHUs, JAEMOHCTPUPYIOIINE
XUPYPTUYECKU JOCTYH, TO3UIIMOHUPOBAHUE PETPAKTOpa U OOBEM pe3eKLIUU
MePETrOPOJIKU, MPEACTABICHBI HA PUCYHKE O.

a) — [To3unmoHpoBanue NoJ pyKy accucTteHTa; 0) — @opmMupoBaHue U3ruda noj 3alaHHbIN yroJ
U JIMHY; B) — JluHaMu4eckoe u3ydeHue BceX CTPYKTYp JIEBOTO KeNlyJJ0UKa IyTeM MepeMeleHus
PETPAKTOPOB

Pucynox 6 — MaTpaonepaimoHHbINA JOCTYI U UCMOJIB30BAHNE MHIUBUIYATHLHOTO
CENTAIBHOTO PETPAKTOPA, JUCT 1
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r) — Onpezenenne UIMHBI Teperopoaku; 1) — O630p BO BpeMsi MUOIKTOMHH

Pucynok 6, nucr 2

2.5.5 Ornenka UCX0I0B UCCIIEOBAHUSA

O} heKTUBHOCTD BMeIIaTeIbLCTBA OLIEHUBAJIACh yTeM CpaBHCHUS
sXoKapauorpadUyeCKUX IOKa3aTeJiel MalMeHTOB JI0 Olepalid W B pPaHHEM
MOCJICONICPAIIMIOHHOM ~ [EPUOJIE C HCIIOJb30BAHHEM TPAHCTOPAKAIBHOW W/HIIH
YPECIUIIECBOAHON 3XOKapauorpaguu, a Takke OICHUBAIACh JOJTOCPOYHAs
BBDKMBAEMOCTh IMAIIMEHTOB, C ITEPUOJIOM HAOIIOICHHS B TeueHne 60 MecsIeB.

2.5.5.1 Dxokapauorpaduyeckue mokKa3aTeau

AHanu3 BKJIIOYaJl PETPOCHEKTHBHYIO OLIEHKY mnpenonepaunoHHbix OXO-KI
JAHHBIX U TOCIEAHUX KIMHUYECKUX 00CIeIOBaHUH B MOCIECONEPAIITUOHHOM MTEPUO/IE.

— NUKOBBIN I'PAJIUEHT B BBIXOJHOM TpakTe JeBoro xkenynouka (I'BTJIK) B mokoe
U TIpH PU3HUOIOTUIECKON MPOBOKAIINY;

— KOHEYHBIN AUACTOJIMUECKUN 00BheM JeBoro xkenynouka (KIOJDK);

— (¢paxmus BeIOpoca seoro xkenynouka (OBJDK);

— 00BEeM JIEBOTO MPEJICEPINS;

— ToNmKHA 0a3abHON MEXOKETyTI0YKOBOM IEPETOPOIKH;

— GyHKIMOHABHBIN Ki1acc 1o kinaccudukaruu NYHA,

— creneHb muTpaidbHOU peryprutanuu (MK), kmaccudumnmpoBanHas mo mikanie
ot 0 10 4 ¢ UCTIOJIL30BAaHUEM LIBETOBOTO U CIIEKTPAIBLHOTO JONIUIEPOBCKOTO aHAJN3a.

— HaJIM4ME€ ¢  BBIPAXKEHHOCTh CHCTOJIMYECKOTO TMEPEIHEr0  JABUKEHUS
MUTpaJIbHOM CTBOPKH (SAM);
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2.5.5.2 TlocneonepallnOHHBIE OCIOKHEHUSI U CMEPTHOCTD

@OUKCUPOBAIKNCH BCE PaHHHE W MO3JHHE MOCICONEPAMOHHBIE OCIOXHEHHS,
BKJIIOYAsl HapyHICHUs] PUTMA, HEOOXOAUMOCTh MOBTOPHBIX BMEIIATENILCTB U JAPYTHE
HeOJIaronpusTHbIC COOBITHS.

YacTtora HabII0AaEMBIX OCTIOKHEHUN pacCUnThIBalach Mo (popmysie:

YacTtoTa ocsoxkHeHUH, % = x 100
YUCJIO IPOONIEPUPOBAHHBIX ITAIUEHTOB

YHUCJIO OCT0KHEHHUH (1)

AHanu3upoBanach  IMOCJICONEPAIIMOHHAS  BHYTPHOOJIBHUYHAS  CMEPTHOCTb,
ompesensieMasl Kak 4YMCyIo JICTAJbHBIX UCXO0JI0B B TIEPHOJT HAX0XKICHHUS B CTAllMOHAPE,
o ¢opmyse:

HYUCIO0 CMepTeﬁ B CTallMOHape

BHYTpH60/IbHUYHASA JI€TANBHOCTD, % = x 100 (2)
YUCJIO IPOONIEPUPOBAHHBIX NMAllTUEHTOB

2.5.5.3 Ananu3 BEDKHBAEMOCTH

AHanu3 o001mell BBDKMBAEMOCTH BBINOJHsUICS MeTonoM Karmnana-Metiepa.
HavanpHo# TOUKON HAOMIOJEHUS CUUTAJICSI MOMEHT OTepaliii, KOHEYHON TOUYKOW —
CMepTh OT 000 mnpuuuHbl. [larueHTsl 0€3 HACTYIUICHHS COOBITHUSI K KOHILY
HAOJI0JIEHUS pacCMaTPUBAIUCH KaK 1IEH3ypUPOBAHHBIE.

OrneHka (hyHKITUH BBDKHBAEMOCTH MTPOBOAMIACK TTO hopMyJie:

S(t)—H(l— j;)

ti<t
3)
re:
- S(t) — BepOoATHOCTH BEKMBAHMS K MOMEHTY BPEMEHHU t
- di— urcao coObITHIA (CMEpPTEii) B MOMEHT t;
- Nj — YKCJIO MAI[MEHTOB IMOJT PUCKOM HEMOCPEACTBEHHO Mepesl MOMEHTOM t;

JInst aHanM3a HAKOTUIGHHOTO PHCKAa HWCIOJIb30BANIACH KYMYISITUBHAS (DYHKIHS
pucka:

H (t) - Ztigt %Z
(4)

rje:

- H(t) — xymynsatuBHas QyHKIMsS pucKa (HAKOIUICHHBIA PHCK HACTYIUICHHUS
COOBITHSI K MOMEHTY BPEMEHH t);

- ti — MOMEHTBI BpEMEHH, B KOTOPHIE 3aPETUCTPUPOBAHBI COOBITHS (CMEPTH);

- di — uncno coObITHIA (YMEPINUX IMAIIMEHTOB) B MOMEHT BPEMEHH ti;

- Nj — YKCIIO MAIMEHTOB, HAXOJAIIUXCS MOJI PUCKOM HEMOCPEICTBEHHO IMepe.t
MOMEHTOM BpPEeMEHH tj (TO €CTh €IIe )KUBbIX U HE LIEH3YPUPOBAHHBIX);
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- Y ti<t— cyMMUpOBaHHE IO BCEM MOMEHTaM BPEMEHH HACTYIUIEHUSI COOBITHI 10
MOMCHTa ttt.
Ilepuon HabmroaeHus: cocraBuil 60 Mecs1eB.

2.6 CTaTucTHYECKUIl aHAIU3

Bce nanHBle, WCMONB30OBaHHBIC JJI  BBIIOJHEHHWS  TpeThed  3ajauu,
00pabaTbIBaJIUCh C UCIIOJIB30BAHUEM MIporpaMMHoOro odecneuenus SPSS Bepcuu 26.0
(IBM Corp., Armonk, NY, CIIIA). HenpepbiBHbIE IEpEMEHHBIE TIPE/ICTABIECHBI B BUJIE
CPEIIHEro 3HaU€HUs + CTaHJApPTHOE OTKIOHEHHUE, KaTeropuajbHble IEPpEeMEHHbIE — B
BUJIE a0COJIOTHBIX U OTHOCUTEIBHBIX YaCTOT (IIPOLIEHTOB).

PerpocniexkTuBHO OBUIM TOCTPOCHBI KpHUBBIE BBDKHBaeMocTH Karana-Meliepa
IUI OIICHKU (YHKIIMHM BBDKHBAEMOCTH TOCJIE XHPYpPrHUECKOTO BMENIaTenscTBa. Bee
CTaTUCTUYECKHE TECThl ObUTM JABYCTOpOHHMMHM; 3HadeHus P <0,05 cuuranuch
CTaTUCTUYECKH 3HAUNMBIMH.

2.7 JTHYecKHe Mpoueaypbl

JlanHoe uccienoBaHUE MPOBOJUIIOCH C COOJIIOIEHUEM ATHYECKUX CTaHIApTOB,
IIPOBEJICHO B COOTBETCTBUU C MOJOKEHUSIMHU XEJIbCUHKCKOMN JCKIapallluy U MOITYYUII0
onobpenue buostnueckoit komuccueit Hexkommepueckoro akiimoHEpPHOro OOIIECTBa
«Kazaxckuil HalMOHAIBHBIA MEAUIIMHCKUN yHUBepcuTeT uMeHn C.AcpeHanspoBa
(ITporokonm Nel071 ot 31 maprta 2021 r.). OT BCceX YYaCTHMKOB OBLJIO IMOJYy4ECHO
MUCbMEHHOE HHPOPMUPOBAHHOE COTJIACHE.
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3 PE3YJIbTAThI COGCTBEHHBIX UCCJEIOBAHUN

3.1 Pe3syabTarhl aHaAN3a TeHETHYECKHUX, THCTOMOP(OJIOrHYECKHX U
(peHOTUNIHYECKUX XaPAKTEPUCTUK

B pamkax peanusanuu nepBod 3anayd ObLIO MPOBEACHO PETPOCHEKTUBHOE
OMMCATENbHO-CPABHUTEIIBHOE  MOP(OTr€HETUYECKOE  MCCIIEIOBAHUE  peabHBIX
KIIMHUYECKUX cliydaeB. /[aHHas 3ajava HampaBjeHa Ha BBISABJICHUE M€HETUYECKOU U
MoppodyHKIIMOHANBHON HeoaHopoaHocTu mauueHtoB ¢ OI'KMIIL, onpenenstomei
MEXaHU3Mbl OOCTPYKIIMHM, YTO, COOTBETCTBEHHO, MOXET MOTCHIIMAIBHO SIBISTHCS
OCHOBaHUEM JIJISI TIEPCOHATM3UPOBAHHOTO BBHIOOpA 00bEMA U TEXHUKHU CENTAIBHOU
MHUOIKTOMUH.

Bbru1o npoBenieHo omnpeaenenre Mop(oaornyecKux NaTTepHOB B 3aBUCUMOCTHU OT
T€HETUYECKOr0 CTaTyca MyTeM TMPOBEJACHUS THUCTOJIOTHYECKOTO HCCIIeI0BaHUS
MUOKApUAbHOW TKaHU TOCJI€ CENTAIBbHOM MHUIKTOMUU Y YETHIPEX TMalMEHTOB C
0OCTPYKTHBHO# runeprpoduueckot kapauomuonarueii [83,p. 30].

['ucronoruyeckoe ucciaeOBaHUE MHOKApAUAIbLHOM TKAaHH, MOJYYEHHOW Mociie
CENTaJbHOM MHMOIKTOMUM y 4yeTbipéx mnagueHtoB ¢ OI'KMII, BbisiBUIO
Mop(dosoruyeckue paziauuMs, 3aBUCALIME OT T'E€HETHYECKOTO CTaTyca MalMeHTOB
(pucynok 4-7).

Mopdgonocuueckue ocobennocmu y MYH7 cen-nonoscumenbho2o nauuenma

Ha pucynkax 7a-r nmpencTtaBiieHbl 0COOEHHOCTH MOP(HOIOTHYECKOW KapTUHBI
muokapaa MYH7 ren-nonoxutenpHoro namnventa, 1992 roga poxaenus (29 ner Ha
MOMEHT HCCIIEIOBAHHUS).

[Ipu oxpacke TeMaTOKCHUJIMHOM M 303MHOM (pPUCYHOK 7a-0) OTMedanoch
BBIDQJKEHHOE HApyIIEHHE AapXUTEKTOHMKH MHOKapJa, XapakTepHU3yrolieecs
NOTMMOP(PU3MOM siIep, XAaOTHUYHOCTHIO XOJIa MBIIICYHBIX BOJIOKOH C y4acTKaMH HX
neperieTeHus: 00K B OOK M HAJIMYMEM MHOMXECTBEHHBIX MEXKMBIIIICYHBIX MOCTHKOB,
COCIMHEHUEM KapJUOMHOILIUTOB TIO TUIY KOHEI B OOK, MPOAOJIBHO W TOMEPEYHO
CpPE3aHHBIMH ITYYKaMH MBIIICYHBIX BOJIOKOH, «J0JbYaTOW» CTPYKTYpOW MHUOKapaa
(pucyHoOK 7a, 3eJieHast CTpeJiKa).

I[lpu  yBenmmuenun x40  (pucyHOoK  70)  BBISIBICHA  BBIpaKEHHAs
Pa3HOHAMNPABIEHHOCTh XO/Ia MBIIICUYHBIX BOJOKOH C Y4YacTKaMHU HX MEpeIrJieTeHUs,
CIIMITaHWsI, BETBJICHHUS, YacThb KapJUOMHUOIMTOB ObUM (parMEHTUPOBAHBI U
JTUCCOIIMMPOBAHBl TPH HAJIMYUM TOIUMOpPU3MA SAEpP C HEPAaBHOMEPHBIM
pacmnpeneneHueM XxpomaTuHa (Oenbie CTPEKH).

B PAS-peakuuu (puCyHOK 7/B) BBISIBIISIIUCH YBEJIIMUECHHUE U MOTUMOPGU3M STEP C
MEPUHYKIICaPHbIM CKOIUIEHUEM TJIMKOTEHa (cepasi cTpelika), a Mmpu okpacke Masson
Trichrome (pucyHok 7r) — TOHKOBOJIOKHWCTAas, HEXHas TICPUBACKYJSIpHAS W
MIEPUIICILTIONSPHAS CETh KoJUIareHa, (OpMUpYIOMas CTPYKTYPY O THUITY «ITayTHHBI»
(uepHast crTpenka) Ha (OHE YBEIMYEHHBIX, OECIOPSIOYHO PACIOIOKEHHBIX
KapJIMIOMHOLIUTOB (KpacHas CTPEJIKA).
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a) 0) B) r)

(a), x40 (6). Oxkpacka PAS (B). Oxpacka Masson Trichrome (T)

Pucynok 7 — HapyiieHue apXuTeKTOHUKH MUOKap/a y TeH-TMOJI0XKUTEIHLHOTO
(MYH?7) nanuenTta (Mmyx4uHa, 29 ner): Okpacka reMaTOKCHJIMHOM U 203UHOM % 10

Mopgonocuueckue ocobeHHocmu y 2eH-ompuyamenbHo20 nayueHma

VY ren-orpunareiabHoro manueHTta, 1958 roga poxaenus (63 roga) (pucyHok
2a-r) oTMeYajach HEpaBHOMEpHasi THUNEPTpodHs KapJAHMOMUOIMTOB (PUCYHOK 8a,
3eJieHas CTpeNKa), YTONIIEHHE CTeHKM apTepuojl, 3a CYET HEepPaBHOMEPHOMU
rUnepTpoPuu MbIIIEUYHON 000710YKH (PUCYHOK 82, CHHSISI CTPEJIKA); IEPUBACKYIISIPHOE,
04YaroBO€ pazpacTaHue rpy0oi 3penoil cCoeJMHUTEILHON TKaHu (pPUCYHOK 8a, uepHas
CTpeJKa); 4acTh KapAMOMHOILIUTOB C HCUYE3HOBEHHMEM IMOINEPEYHOW HCUEPUEHHOCTH,
oYyaraM MUOLIMTOJINA3a U «TasTHUEM.

IIpu yBenmuuenuu x40 (pucyHok 80) KapJIUOMUOIUTHI OBLIM PACTIONIOKEHBI
YIOPSIOUYEHHO, MOJUMOphuU3Ma sAIep He OTMEYaIoCh (KOpUYHEBAasl CTpPEJKa); 4acThb
KapAMOMHOIIMTOB ObUIM (parMeHTUPOBAHBI U JIUCCOIMUPOBAHBI TPU OTCYTCTBUU
nonuModu3Ma siep C PaBHOMEPHBIM paclpelieIeHUeM XpOMAaTHHA; OYaroBbId
MUOIIMTOIN3 KapJIUOMHUOIIMTOB, MEPUBACKYISIPHO MEJIKOOYaropas JInM@onutapHas
uHOUIbTpanus (KeJITasi CTpeKa).

PAS-peakius (puCyHOK 8B) BBISIBHJIA YBEIWYEHHUE SIACP C NMEPUHYKICAPHBIM
CKOIICHUEM TJIMKOTeHa (cepas cTpeiika), npu okpacke Masson Trichrome (pucyHoxk
8r) oTMeuYasoch OKpallMBaHWE B CHUHHH I[BET I'PYOOBOJIOKHHUCTON COCAUHUTEIBLHON
TKAHU MEPUBACKYJISIPHO B BUJE 0YaroB (YepHas CTPEJIKA) U OKpAIlMBAaHUE B KPACHBIM
LBET YBEJIIMUYECHHBIX U YHOPAIOYEHHO PACTIOJIOKEHHBIX KapAUOMHUOIIMTOB B KPACHBIM
UBET (KpacHasi CTPEJIKA).
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a) 0) B) r)

Oxkpacka reMaToKCUIMHOM U 303uHOM X 10 (a), x40 (6). Oxpacka PAS (B). Oxpacka Masson
Trichrome (T)

Pucynok 8 — Hapynienue apXuTeKTOHUKHA MUOKap/a y TeH-0TPUIIATeIbHOTO
namuenTa (My>uuHa, 63 rozaa)

Mopdghonoeuueckue  ocobennocmu y MYH7, GLA, PRKAG2 cen-
NOJIOACUMENbHO20 NAYUEHMA

Y NanveHTKd ¢ TOJOKHUTEIBHBIM PE3YIbTaTOM MOJEKYJISIPHO-TEHETHYECKOTO
tectupoBanusi mo renam MYH7, GLA u PRKAG2 (kenmwuna, 1972 r.p., 49 ner)
BBISIBJICHBI CIIeAYyIONTHE MOPGOIOrnuecKrue U3MEHEeHH MUOKap/a (pucyHok 9a-r).

[Ipy okxpacke TeMaTOKCWJIMHOM H 903MHOM (pUCYHOK 9a) oTMevanach
BBIPA)KEHHAsI XAOTUYHOCTh X0/1a MBIIIEYHBIX BOJIOKOH C YYaCTKaAMU UX NEPETUIETEHUS
10 TUITY «O00K B 00K» U (hOPMHUPOBAHUEM MHOKECTBEHHBIX MEKMBIIIIEYHBIX MOCTHKOB.
BonokHa wmMenu pa3HOHANpaBIECHHBIM XOJ, MECTaMU C NPU3HAKAMH CIUIAHUS,
BETBJICHUSI U MEPEIUIETEHUSI MO TUNY «mHapkera». KapauoMHOLMTH COENMHSINCH
MEXTy COOOM O TUITY «KOHEI[ B 00K», BCTPEYAINCH KaK MPOJA0JIBHO, TaK U MOMEPEUHO
Cpe3aHHbIC MYYKH MBIIICYHBIX BOJOKOH (PHCYHOK 9a, 3ejieHas CTpeJiKa).

OTMeuanoch yBEIMYEHHE CTPOMAJIBbHOIO KOMIIOHEHTa 3a CYET pa3pacTaHus
3peNoil  COEOUMHUTENbHOW  TKAaHM  NPEUMYIIECTBEHHO  MEPUBACKYJIAPHO WU
NEPULICIUTIONSAPHO, o0pasyloleld CeTd4aryro CTPYKTypy. B cTpoMe BBISBISIACH
paccessHHas TuMdoruTapHas HHQUIbTpanus (pUcyHoK 9a, kenras crpenka). Yacth
KapJIMOMHOILIUTOB JEMOHCTpUpOBaAia HEPaBHOMEPHYIO (parMeHTAIMIo, ¢ OdYaraMu
MHOLUTONU3A U «TAsTHUS».

[Ipu Oombmiem yBenuueHuu (%40, puUCyHOK 90) BBIABISUICS BBIPAKCHHBIN
noMMOppu3M  siiep KapJUOMHOIIMTOB C HEPAaBHOMEPHBIM  pacrpenesieHueM
XpOMaTHHA U TIOSBJICHUEM XapaKTEPHBIX «JIBIPUATHIX» sifep (Oesble CTPEIKH).

IIpu okpacke PAS-peakiueidt (pucyHok 9B) HaOMIOAANUCh YBEIUYEHHBIE H
noJIMMOpGHBIE SApa C BBIPAKECHHBIM TEPUHYKICAPHBIM CKOIUICHHEM TJIMKOTEHA
(cepast cTpenka).

[Tpu oxpacke mo Masson Trichrome (pucynox 9r) ompenensiiock OKpanMBaHue
B CHHHI IIBET TOHKOBOJIOKHHUCTOTO KOJUTAreHa, (OPMUPYIOIIETO MEPUBACKYIIPHYIO U
MEPULICTUTIOISIPHYIO CETh (YepHasi CTpesKa), a TakKe MHTCHCUBHOE OKpaIllMBaHHE B
KpPaCHBIN LIBET YBEIMYEHHBIX, XAOTUYHO PACTOI0KEHHBIX KapAUOMHUOILIMTOB (KpacHast
CTpEJIKa).
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Oxkpacka reMaToKCUIMHOM U 303uHOM X 10 (a), X40 (6). Oxpacka PAS (B). Oxpacka Masson
Trichrome (1)

Pucynok 9 — Hapymenue apxutekronuku muokapaa y MYH7, GLA, PRKAG2 ren-
MOJIOXKUTENLHOTO NalMeHTa (GkeHIuHa, 49 ner)

Mopgonocuueckue ocobenHocmu y KOHMPOILHOSO NAYUEHMA C HeU3IBECTNHBIM
2eHemu4ecKuM cmamycom

VY manueHTa ¢ HEM3BECTHBIM T€HETHUYECKHM cTaTycoM (MykuuHa, 1988 r.p., 33
rojia) Mpu TUCTOJIOTMYECKOM HCCIEAOBAHUM ONEPAMOHHOTO MaTepuala BbISIBICHBI
cienytomie Mmopdonorudeckue u3MeHeHus Muokapza (pucynok 10a-r).

Otmeyasiach HEPaBHOMEPHO BbIpakeHHasi TUNEepTpoduss KapAUOMUOLUTOB MPHU
YIOPSITIOYEHHOM PACIIONOKEHUHU BOJIOKOH (pucyHok 10a, 3enenas ctpenka). B crpome
Ha0JII01aJTI0Ch TIEPUBACKYIISIPHOE U MEPUIIEIUTIONSIPHOE CETUYATOE pa3pacTaHue rpyooi
3pernoit coeuHUTenbHON TKaHu (pucyHok 10a, yepHas ctpenka). [lpu yBenuueHun
x40 (pucynok 100) kapJHOMHOIUTHI COXPAHSIIU YIIOPSIOUYCHHYIO apXUTCKTOHHUKY,
noJMMOpPU3M  s/iep HE BBIABISUICS; YacTh KJIETOK Obula (parMeHTHUpOBaHA U
JTUCCOLIMMPOBAHA, IIPU 3TOM paclpeie]IEHUe XpoOMaTHHA OCTaBAIIOCh PABHOMEPHBIM U
Takke OTcyTcTBOBaN monumopdusm suep. [Ipu oxpacke PAS-peaxiueit (pucyHok
10B) HaOnromanoch yBeIWYEHHE SIAEP C MEPUHYKICAPHBIM CKOIUIEHHEM TIUKOTeHa
(cepas ctpenka).Oxpacka o Masson Trichrome (pucynok 10r) BbIsiBUsIa CHHUYN 1IBET
COCIMHUTEILHON TKaHU, (OPMHPYIOMIEH CETYATYI0 CTPYKTYpPY NEPHUBACKYISIPHO, U
KpacHO€  OKpalllMBaHWE  YBEIWYECHHBIX,  YMNOPSAOYEHHO  PACIOIOKEHHBIX
KapJIMIOMHOLIUTOB (KpacHasi CTPEJIKA).
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a) 6) B) r)

Oxkpacka reMatokcuianHoM U 303uHOM %10 (a), x40 (6). Oxpacka PAS (B). Oxpacka Masson
Trichrome (1)

Pucynok 10 — Hapymienne apXuTeKTOHUKH MUOKapaa Y KOHTPOJIHHOTO MAIUeHTa C
HEU3BECTHBIM T'€HETHUECKUM CTaTycoM (Myx4uHa, 33 roaa)

57



B rtabmune 4 mnpencraBieH CpaBHUTENbHBIM aHAINU3

M3MEHEHUN MHOKapaa onepupoBaHHbIX nauueHToB ¢ OI'KMIL.

MOpP(}OJIIOTUUECKUX

Tabnuua 4 — CpaBHUTENbHAs XapaKTEPUCTHKA MOP(POJOTHYECKUX H3MEHEHUU
Muokapaa y nanueHToB ¢ OI'KMII B 3aBUCMMOCTH OT T€HETUYECKOTO CTaTyca

I'enernueckuit I'en MYH7 (+) I'en MYH7, GLA, Cremnoii- [en (-)
cTaryc PRKAG2 (+) KonTtpons
Mopdomnoruuec (MyXuuHa, (>KeHLIMHa (MyXuuHa, (MyXuuHa,
KHe U3MCHCHUS 29 ner) 49 ner) 33 rona) 68 1eT)
l'uneptpodus u + + + +
CTPYKTypHasi | XaOTUYHOCTb Xa0TUYHOCTh YhopsaodeHH | YHopsiao4eHHOE
JIe30praHu3alus | pacrnoIoKeHUs PacmoJIOKEeHUs oe pacnoJsioKeHue
KapAMOMHUOIIUTO | KapJUOLMMHOLUTOB | KapJUOMHOLIUTOB, | PACHOJIO)KEHUE | KapJUOMHOLIUTO
B , «J10JIbYaTOCTh «I10 TUILY KapAXOMUOLIUT BC
MHUOKap/ia» napkeTa» 0B C HEpaBHOMEPHOMU
HEpPaBHOMEPHO | runeprpodueit
51 KapIUOMHOLUTO
runeprpodueit B
KapAUOMUOIIUT
OB
[Honmumopduszm + + - -
anep «IpIpUYaThIe AP
KapIMOMHUOLIUTO
B
Crenenb + + + +
BbhIpakeHHOCTH | ToHKOBONOKHUCTBINA | [lepuBackymsipubl | [lepuBackymsip | ['pyOoBOOKHUC
KapAMOCKJIEpO3a HEKHBIN nu HBIU U THIN
NEPUBACKYJISIPHBIA | MEPULICIUIIONSAPHBL | NEPULICIUIIONS | EPUBACKYJIAPH
u 1 ceTyarblid PHBIH bIH U 0YaroBbIi
MEePULICIUTIOJISIPHBIN ceTyaThii
«IAYTUHA»
PAS peakius + + + +
ci1abo
Cocynuctoie - - - +
W3MEHEHUs l'uneptpodus
MBIIIEYHOU
000J1049KH
apTepuo
[Taronornyecka - + - +
a1 Paccesnnas Menkoouarosas
UHOUIBTpaLIUS €IMHUYHBIMHU auMonHrTapHas
TUMQPOIIUTAMH
Huctpodus + + + +
KapauomuonuTo | MenkokanensHas | MenkokanensHas | Menkokanens | [lapeHxumaTosH
B KUpOBas U JKUpOBas U Has )KUpoBas U ast
MEJIKO3E€pHUCTAs MEJKO3EPHUCTAsT | MEJIKO3EPHUCT | MEJIKO3EPHUCTAs
aucTpodus quctpodus ast tucTpodust JucTpodus
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B pesynbrare CpaBHUTENBHOrO aHaidu3a MOP(OJIOTHYECKOTO HCCIEIOBAHUSA
TUCTOJIOTMYECKUX MPENapaToB YEThIPEX MNALMEHTOB C KIMHUYECKUM JIMarHO30B
OI'KMII M0HO BBIACIHUTH CAEAYIOUIME OCOOEHHOCTH. Y BCEX MAIlMEHTOB BBISIBIICHBI
runepTpodust KapAUOMHUOIIUTOB, MAPEHXUMATO3HASI TUCTPOGUS KapAUOMHUOIIUTOB,
noyioxkuTenbHas PAS-peakiust U Kapauockiepo3. Y NalHMEeHTOB C BbISBICHHBIMU
mytaruamu (MYH7; MYH7 + GLA + PRKAG?2) ormedanuch 0ojiee BhIpa)KeHHbBIE
MPU3HAKU JE€30praHu3alui KapAUOMHUOLUTOB M siiepHOro mnonumopdusma. [lpu
ATOM Yy TNalMeHTa C 3-MS MO3UTHUBHBIMU T€HETUYECKUMHU MYTAlUsIMU BBHISBICH
IrpyOOBOJOKHUCTBIM ~ THUI ~ KapAHOCKJIEpO3a, MO  CPAaBHEHHIO C  HEXHBIM
TOHKOBOJIOKHUCTBIM TIO THWITy «IMayTUHBDY Yy TAalMeHTa ¢ MOHO-BapHUaHTOM
reHetnyeckod myrtamuu. Kpome toro, y manmenta ¢ MYH7 + GLA + PRKAG2
oOHapykeH (PEHOMEH <«IbIPUaThIX» fAJIep KapAHMOMHUOIMTOB. B MpOTUBOMOI0XKHOCTD
TOMY, y T€H-OTPUUATEIBHOrO MalMeHTa M KOHTPOJBHOTO MAalMEeHTa CTPYKTypa
MHUOKap/a ocTaBajach OoJyiee YMOPSJOYEHHOH, C HEpaBHOMEpHOW rumneprpodueit
KapJIMOMHUOITMTOB. Y KOHTPOJILHOTO MalMeHTa (MykunHa, 63 roja) Halmromancs
rpyOOBOJOKHUCTBIN 04aroBeii (prOpo3 Ha (oHe Menkoo4yaroBoil muMdonUTapHON
UHOUIBTPALIMM W TUNEPTPOOUH MBIIMIEYHONH OOOJOYKH apTepHOJ, YTO KOCBEHHO
MOKET BO3MOJKHO SIBJISIETCS CJIEJICTBUEM MILIEMHYECKOr0 Kapauockieposa. OTiuuue
MEXIy TEHETHYECKU TIOJIOKHUTEIBHBIMU UM OTPHUIATSIIbHBIMM  TAIlMEHTAMHU
OpOSIBIISIIOCH B MOPGOJIOTMM  MHOKapfa: y TeH-TIOJOXHUTENbHBIX IaIllMeHTOB
OTMEYAJIIOCh  BBIPAKEHHOE  XAaOTUYHOE  PACIHOJIOKEHHWE  KapJIUOMHUOLHUTOB,
HOJUMOP(PU3M sIJIep U TOHKOBOJIOKHUCTBIN NEPUBACKYJISIPHBIN U MEPULIEIUTIONISIPHBIN
KapIUOCKIIEpO3, TOrJa KakKk y TEHETHYECKM OTpPULATEIbHBIX IAlUEeHTOB
KapAMOMHOIUTE  ObUIM  YMOPSJAOYEHHO PACIOJIOXKEHbI, MoIuMopdusM  siaep
OTCYTCTBOBaJ, a KapAHOCKIEPO3 HMeNl TpyOOBOJIOKHHUCTBIN, MEPUBACKYISPHBIA U
O0YaroBbIN XapakTep.

Takum 006pa3zoM, HacTosIIEe OMUCATEIHLHOE HCCIIEA0BAaHUE ObIJIO HAIIPABICHO
Ha BBISIBIICHUE MOP(OJIIOTHYECKUX OCOOCHHOCTEH MUOKAp/a y YEThIpPEeX MallueHTOB
c oOCTpyKTHBHOU (popmoii TunepTpoPruuecKoi KapaAUuOMHUONIATHH, MOABEPTIINXCS
CENTAIbHON MHUOIKTOMHUHU, C YYETOM HUX T'€HETHYECKOrOo MPOQuUis MO KIIOYEBBIM
reHaM, aCCOIMUPOBAHHBIM C PA3BUTHEM JAHHOTO 3a00JIeBaHUS.

BrisiBnennbie  Mopdoiorudeckue W3MEHEHUs JAEMOHCTPUPYIOT OTYETIUBYIO
3aBUCUMOCTb CTPYKTYpPBhl MHOKapaa oT Hanuuus mytanuil B reHax MYH7, GLA u
PRKAG?2. YV nanueHToB ¢ T€HETUYECKHU MOATBEPKACHHBIMU MYTallUsIMU OTMEUYAJIUCh
BBIPQ)KEHHBIE HAPYIICHUS APXUTEKTOHHUKH MHUOKapJa: XaOTUYHOE PACIOJIOKEHUE
KapJIMOMHOIIUTOB, MOTUMOPHU3M s1ep, HOpMHUPOBAHNE MEKMBITIICYHBIX MOCTHKOB U
Je30praHu3aiusi BOJIOKOH 1O THUIY «HapKeTa». OTU NPHU3HAKU OTpaxkaroT
CTPYKTYPHYIO  JI€30PUEHTALIMI0O  MBIIIEYHBIX JJIEMEHTOB, XapakTepHYIO sl
HacnencTBeHHbIX popM 'KMII. Takas nezopranuzanys BOJIOKOH - OJMH U3 KIIOUYEBBIX
MOP(HOIOTHYECKUX MAPKEPOB MPH CAPKOMEPHBIX MyTanusx [84].

JIOMOMHUTENBbHO, Yy TEHETUYECKH MOJIOKUTEIbHBIX MallMEHTOB HAOII0JATUCh
«JIbIpYAThIC» fAJIpa KapJAHMOMHOLIMTOB U MEPUHYKIIEAPHOE CKOIUICHUE TJIMKOreHa MpHU
PAS-peakiuu, 9T0 CBUICTEIBCTBYET O HAPYIICHUH YTJICBOIHOTO OOMEHA U TIPU3HAKAX
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DHEPreTUICCKON MUCTPOPUHM KIETOK. DTH WM3MEHEHHUS OCOOCHHO XapaKTEPHBI IS
metabomuueckux hopm ['KMII (manpumep, npu PRKAG2-apuanrax) [85].

IlepuBacKyIsApHBIA U NEPULIEIUIIOJISIPHBI TOHKOBOJOKHUCTBIA KapIUOCKIIEPO3
M0 TUTYy «AyTUHBD» y ATHUX MAIMEHTOB TAKXE MOXKET OTPaKaTh KOMIICHCATOPHYIO
NepecTpoiKy MHOKapaa Ha (OoHE XPOHUYECKOTO METa0OIMYEeCKOro CTpecca.
JIOTIOTHUTENBHO, Y TeH-TIOJIOKHUTEIIBHBIX MTAIIMCHTOB OTMEUAJINCH «IbIpYAThIC) SApa U
MEPUHYKJIEAPHOE CKOIICHUE TJIIMKOTeHa Tpu PAS-peakiuu - MapKepbl YIJIeBOTHOM
TUCTPO(MUN U SHEPTETUICCKON TIEPETPY3KH.

B 1mpoTHMBOMONOXKHOCTH ATOMY, Yy TAIMEHTOB O€3 BBIABICHHBIX MYTAIIHi
oTMeUajgach OTHOCHUTEIBHO YMOPSAOUYEHHAs apXUTCKTOHWKAa MHOKapja, yMEpeHHas
rUnepTpoPuss KapIUOMHOIIMTOB M TPYyOOBOJOKHUCTBIM OYAaroBBIH KapIUOCKIIEPO3,
BEPOSTHO, CBSI3aHHBIH C HWIIEMUYCCKUMU WJIH TEMOJWHAMHYECKHMH (DaKTopaMu
(yuuThIBasi, B TOM 4YHCJIE, BO3pacTHOU (akTop nmarueHTa). OTCYTCTBHE BBIPAKEHHOTO
sepHOro  moiauMopduzMa M MeTaOONMYECKMX  HapYIICHUH  MOJTBEp)KIacT
NPEUMYIIESCTBEHHO BTOPUYHBIM XapakTep MOP(OJOTHYCCKUX H3MEHEHHH B 3THUX
CITydasix.

[Tomy4yeHHble  JaHHBIC  MOJJACPKUBAIOTCSA  pe3ybTaTaMU  MPEABITYIIHX
UCCJICIOBAHUM, B KOTOPBIX YKa3bIBAIOTCS 3aKOHOMEPHOCTH O HAPYIIICHHH BOJIOKOHHOM
OpraHu3alliy, WHTePCTUIIMATLHON (DUOPO3HOM 3aMEHE MUOKapAa ¢ BhIPAXKEHHOM
SJICPHOM TIOJIMMOPPHU3ME KaK MapKepe TeHETHYCCKU JICTCPMUHHUPOBAHHOW (HOPMBI
I'KMII [86]. ToHKOBOJOKHUCTHIN ceT4aThiii (puOpo3 M MeTaboIHMUYeCKHe MapKephbl
(TTIMKOTEH, <«JIbIpyYaThie» sApa) XapakTEepHBI IJisi MeTabOoIMYeCKUX/TeHEeTUYECKUX
noatunoB, Takux kak PRKAG2 [87]. I'pyOOBONOKHHMCTBIM 04YaroBbiii (GuoOpo3 u
yIOpsiIOUEHHAs apXUTeKTypa Oosee TUMHMYHBI I HET€HETUYECKUX, BTOPUUYHBIX
¢dbopm 3a00eBaHUS.

C TOukM 3peHHs KIWHHUKH, Takhue MOp(]OJornyecKkue MmarTepHbl 00JIamgaroT
3HAYUMOM JIMarHOCTUYECKOW M MPOTHOCTHUYECKON LIEHHOCTHIO. Hanmnmume onmcaHHbIX
MOP(}OJTOTHYECKUX MPU3HAKOB MOKET CIIYKUTh KOCBEHHBIM YKa3aHHEM Ha TO, YTO Y
nmaleHTa MokeT ObITh HacnenactBeHHas ¢opma ['KMII, d4rto BaxHo 1pH
OTPaHUYECHHOM JIOCTYIIE K TEHETUYECKOMY TECTUPOBAHUIO. DTU MPU3HAKHU TTO3BOJISIIOT
muddepennmpoBats nepBudHbe (HacieacTBeHHbie) Gopmbl KMII oT BTOpHMYHBIX
(reMOAMHAMUYECKUX WIIH UIIIEMUYECKHUX ), @ TAK)KE MOT'YT YKa3bIBaTh HAa TTOBBIIICHHBIN
PHUCK TIpOrpeccupoBaHus 3a00JIeBaHMs U HEOJIATOMPUATHBIX KITMHUYECKUX UCXOJI0B. Y
TaKUX TIAIMEHTOB MOXET OBITh BHIIIE PUCK HEOIArOMPHUATHBIX HCXOJOB,
0OyCIIOBIICHHBIX JI€30praHu3alieil MHOKap/ia U METa0OJUYECKUMU HapYIICHHUSIMHU.
Kpome Toro, B HacTosimee Bpemsi YACNISETCS 3HAYUTEIHbHOC BHUMAHHUE pPAHHEMY
BBISIBICHWIO ~ OECCHMIITOMHBIX ~ JIMII W3  TPYNIl ~ PUCKAa  TMOCPEICTBOM
MOJICKYJIIPHO-TEHETUYECKOTO W KIMHWUYECKOTO  KAaCKagHOTO  CKPHHHHTA
POJICTBEHHHKOB, ONTHMAJIBHOW CTpaTH(UKAIIMK pUCKAa BHE3AMHOW CMEpPTH U
CBOCBPEMEHHOMY Haudandy MPOPUIAKTHUECKOW TEparuu C IENbI0 MPeI0TBpAIICHUS
MPOTPECCUPOBAHUS 3a00JI€BaHUS 10 HEOOpaTUMOW CTaauu HEOJArompUsSTHOTO
pemojenupoBanus Muokapaa [88,89].

Brutrouerne Mop@osoruueckoro aHaim3a B KOMIUIEKCHYIO TMaTHOCTHKY BMECTE
C TCHETHYECKUM TECTUPOBAHMEM W KJIMHHYECKOW OIEHKOW TIO3BOJISIET TOYHEE
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ONPENENATh PUCK JUIA KAXKIOr0 MAMEHTA U IPUMEHATh HHANBUAYAIBHBIN IMOAXO0 B
BegeHnn O00ibHBIX ¢ ['KMII m uX poACTBEHHUMKOB. DTO MOAYEPKHUBAET BAKHOCTH
O00BEIMHEHUSI TEHETHUUYECKUX, KIMHUYECKUX M TUCTOMATOJIOTMYECKUX JaHHBIX IPHU
MHTEPIPETALNH BBISIBJICHHBIX BAPUAHTOB.

Takum 00pa3zoM, BBISIBICHHBIE PA3IHUUS TOATBEPKIAIOT, YTO MOp(oJIornyeckue
NaTTEePHbl MUOKApAa MOTYT CILYKUTh KOCBEHHBIMH MOP(OJIOrHYECKUMU MapKepaMu
reHeTruecku oOyciioBiaeHHbIX GopM ['KMIIL, ocoOeHHO mpu OTCYTCTBUU JaHHBIX
MOJIEKYISPHO-TEHETUYECKOTO TECTUPOBAHUSI.

JlaHHOE HCCIIEIOBAHUE TMPEICTABIAET 3HAYUTEIBHYIO ILIEHHOCTb, ITOCKOJIBKY
HAIPABJICHO HA BBISBICHUE CBSI3U MEX]y CTENEHBIO MOP(HOIOrHYECKUX U3MEHEHUN B
MUOKapJie MAlEHTOB c KIIMHUYECKUM JUAarHo30M 00CTPYKTHUBHOM
rUnepTpoPuUecKoil KapAMOMHOINATUN U TeHETUUECKUMHU BapUAHTAMU Yy MAIIMEHTOB B
Kazaxcrane. Knaccudukanus Mop@osioruueckux MPU3HAKOB, KOPPEIUPYIOUIUX C
KOHKPDETHBIMM T€HETHYECKMMHM  MYTallUSIMH, OTKPBIBAET NEPCHEKTUBBI IS
nepcoHaan3upoBaHHoro BbeIOOpa TakTuku Jedenuss ['KMII, mnporuozupoBanus
Te4YeHHsI 3a00J1eBaHuUs U CTpaTU(UKAIIMN PUCKOB JJIS MAIMEHTOB U UX POJICTBEHHUKOB
nepBoid JuHUU. [ TOATBEPXKIEHUS OTUX 3aKOHOMEPHOCTEH HE0OXOIUMBbI
JNaJdbHENIINE MCCIEA0BaHUs, HAIPABICHHBIE HA M3YYEHUE KOPPEIALMOHHOW CBS3H
MEXAY XapaKTepHbBIMH  MOP(]OJOTHYECKUMH  HM3MEHEHUSIMHU, TE€HETHYECKUMU
MYTalMSIMHU ¥ KIMHUYECKUMU TPOSABICHUSIMU pa3inuuHbix popm 'KMIL.

B coBokynHOCTH mOyueHHBIE MOP(OIOTrHUYECKHE TaHHBIE CBUETEIbCTBYIOT O
TOM, YTO CTPYKTypa MHUOKapJa y MalUeHTOB ¢ OOCTPYKTHUBHOW runepTpoduueckoi
KapIMOMHUOIIATUEN MOXET pa3jiM4yarbCs B 3aBUCUMOCTU OT I'€HETUYECKOI'O CTaTyca.
XapakTepHble MOP(QOJOTHYECKHE MATTEPHbl — HapyIIEHUE apXUTEKTOHUKU
KapIMOMHUOLIUTOB, JIEPHbIC U3MEHEHUsI, IPU3HAKU META0OJNYECKUX HapyIIEHUH U
O0COOCHHOCTH MHOKapAHaIbHOTO (udpo3a — MOTYT pacCMaTPUBATHCA KaK BaKHOE
JOTIOJIHEHUE K KJIMHUYECKON ¥ TeHETUYECKOM TUarHOCTUKE 3a00JIeBaHusl.

910 OAYEPKUBAECT HEOO0XOAMMOCTh KOMILUIEKCHOHN UHTErpanuu
MOp(OJIOTUYECKUX, TEHETUUECKUX U KIIMHUYECKUX JIaHHBIX, BKJIIOYas CPOKHU Je0roTa
3a00JIeBaHuUsl, BBIPAKEHHOCTh CHUMITOMOB CEpJCYHON HEJOCTaTOYHOCTH, CTENEHb
TUNEepTpOUN MHUOKapAa U JApYyrue KIMHUKO-MHCTPYMEHTaJbHbIE MOKa3aTelu, YTO
UMEET BaKHOE 3HaueHue A (OpMUPOBAHMS WHIUBUAYATU3UPOBAHHOTO MOAX0/A K
BEJICHUIO MAIIMEHTOB C TUMEPTPOPUIECKON KapAHOMUOTIATUEH.

CoBoKyIHas OIIEHKa 3TUX MapaMeTpoB B COYETAHUU C MOP(POIOTHUYECKHUMH U
TeHETUYECKUMH XapaKTepPUCTUKaMH 3a00JIEBaHUSI pacCMaTPUBAECTCSI B COBPEMEHHOM
JaUTEpaType Kak OCHOBA MEPCOHATU3UPOBAHHOMN TUAarHOCTHKHU, CTPATH(PUKAIIIU PUCKa
¥ BBIOOpa ONTUMATBHOM JieueOHOM TakTHKU y manueHToB ¢ ['KMIL.

3.2 Pe3yabTaThl Ppa3padoTKM Ccmocod0a TPAHCAOPTAJIBHON NIMKALMU
MHUTPAJBHOr0 KJjIanmaHa Jjis Koppekuuu SAM-cHHIpPOMAa M OIlEHKAa €ro
3¢ dekTUBHOCTH

YuuTeiBasi KIIOYEBYIO POJIb AHATOMHYECKHX OCOOEHHOCTEH MUTPAIBHOTO
anmapara B pa3BuUTHH SAM-cuHIApOMa U OOCTPYKIIMU BBIHOCSIIETO TPAKTa JIEBOTO

61



xenynouka npu OI'KMII, akryanpHON 3amadyedl ABISIETCS MOUCK XUPYPIrUUYECKHX
METO/I0B, MO3BOJISIOIUX 3(PPEKTUBHO YCTPAHUTD JAHHBIN MEXaHU3M OOCTPYKLIHUU.

HecMoTpst Ha BBICOKYIO 3((PEKTHBHOCTh CENTAJIBHOM MHUAKTOMHUHU, y YACTU
MMAIMEHTOB IIOCJE ONEpaluy COXpaHAKTCA SAM-CUHAPOM UM MUTpajbHAs
peryprutanus, 4yTo CBUAETEIBCTBYET O 3HAYMMOCTH BaJbBYJSIPHOTO KOMIIOHEHTA B
naToreHe3e OOCTPYKIMU. ITO OOOCHOBBIBAET HEOOXOAUMOCTb  pa3pabOTKU
XUPYPrU4ECKUX METOAOB, HANpPABICHHBIX HA YCTPAHEHUE AHATOMUYECKHX
ocobeHHocTel muTpaipHoro kianaHa npu OIKMII ¢ MHHMMAalbHBIM PHCKOM
HapylIeHUs ero (PyHKIHUH.

B pamkax peanmuzanuu BTOpPOW 3aJaud HACTOSILErO MCCIEAOBaHUSA OblIa
NpOBEACHA NMWJIOTHAs KJIMHUYECKass anpodainus pa3pabOTaHHOIO HOBOIO Crocoda
IUTMKALMKU cerMeHTa A2 repeHeld CTBOPKY MUTPAJIbHOTO KJlaniaHa, HApaBJIEHHOIO Ha
TOYCUHYIO KOPPEKIIUIO €€ Y/UIMHEHHON YacTH M yIIydllleHue koanrtaiuu cTBopok [90].
Hwxe mnpencrtaBiaeHbl pe3yibTaThl KIMHUYECKOIO IPUMEHEHMS MPEIJI0KEHHOM
METOJIMKH Y MAIMEHTOB C OOCTPYKTUBHOM runepTpoduueckon KapJuOMHONATHEN.

3.2.1 PesynpraThl pa3pabOTKH crocoba TUIMKAlUU TepeHeld CTBOPKHU
MUTPAJIBHOTO KJIalmaHa
Onepanuio TPOBOJAT B CTAHJIAPTHBIX YCJIOBHSX — BBITIONHAETCS CpEAUHHAs
CTEPHOTOMHUSI C HOPMOTEPMHUYECKUM HCKYCCTBEHHBIM KPOBOOOpAIIEHHEM, KOTOPOE
IPOBOST OJHOM JIByXYpPOBHEBOW BEHO3HOM KaHIOJIEH, yCTaHABIMBAs €T0 Yepe3 MPaBoe
npencepaue. JleBoe mpencepane APEHUPYETCS 4Yepe3 MPaByH BEPXHIOI JIETOUHYIO
BeHy. OcTaHOBKa cepilla JIOCTHTaeTcsi ¢ TIOMOIIbI0 XOJOJOBOM KPOBSHOM
KapAUOIJIETHH, KOTOpas TMOJACTCsl aHTErpajHO IOCJE TIOMEPEeYHOro MepeskaTus
BOCXo/sIIeH aoptel. Crenyroniye KapAHOIUIETHU TPOBOASTCS CEJIEKTHBHO TMOCIIe
BCKPBITHSI aOpThl. AOpTa BCKPBIBAETCA KOCO-TIONIEPEYHO TI0 HANPABICHUIO K
OCHOBAaHHUIO HEKOPOHAPHOTO cHHYyca. Yepe3 aoOpTOTOMHBINA pa3pe3, CMECTUB CTBOPKH
A0OpTANBHOIO KIIAMaHa, BU3YAIM3UPYETCS Y/UIMHEHHAs YacTh MepeaHEH CTBOPKU
MHUTPAJIBHOIO KJlalaHa ¢ yIJIUHCHHBIMU XOpAaMH - cerMeHT A2 (pucyHok 11).

I

Pucynok 11 — VY nyiuHeHHBIN ydyacTok cerMeHT A2 nepeaHeil CTBOPKU MUTPAIBLHOTO
KJIaraHa C YAJIUHEHHBIMUA XOPAaMHU
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JUist KoppeKUuu yIJIMHEHHOrO ydacTKa cerMeHTa A2 MUTPaJbHOIO KJlalaHa,
BBICTYIAIOLIEr0 33 MJIOCKOCTh KOOMNTAllMKM BO BPEMSI CHUCTOJIBI, U YAJIMHEHHBIX XOPJ
MPUMEHSETCS IUIMKALMs CIAeAYoIUM o0pa3oM: MOHO(UIaMEeHTHOW HUThIO 5/0 co
CTOPOHBI KEITYJ0YKa B CTOPOHY KOONTALIMH MPOKAIBIBAIOT CBOOOAHON Kpail cerMeHTa
A2 B TOYKE psAIOM C YYaCTKOM IPUKPEIUICHHS YIUIMHEHHON XOpABl. 3aT€M BTOPOM
UTJION TakKUM K€ 00pa3oM IMpPOBOAST €€ Yepe3 Y4YacTOK YAJIMHEHHOH XOpibl
IIPOTUBOIIOJIOKHON CTOpOHBI. Jlanee o0e KOHIIa HUTH BO3BpAIalOT CO CTOPOHBI
KOONTALlMM Ha CTOPOHY >KEIYyJO0uKa, MpPOKaJIbiBasi CBOOOAHBIA Kpail MHUTPaIbLHOTO
KJanaHa B Oosiee y3KOM Juamna3oHe. 3aTeM 00€ HUTH MPOBOJAT BBILIE UEpEe3 TEJO
MUTPAJILHOTO KJIanaHa B 00J1acTH (PUKCAIlMK BTOPUYHBIX XOp (pUCYHOK 12).

Pucynok 12 — Texuuka popMupoBaHus TUIMKAIIMOHHON METIIM HA YIJIMHEHHOM
y4acTKe cerMeHTa A2 nepeaHeil CTBOPKYA MUTPAILHOIO KilarmaHa

Ilocne »Toro INIMKAIIMOHHYIO IICTIIIO 3aTATruBAOT A0 COIIPHUKOCHOBCHUA

CBOOOJHOTO Kpasi ¢ TEJIOM MUTPAIBHOTO KIalaHa, Co3/laBasi AYIUIMKATYpy (PUCYHOK
13).
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Pucynok 13 — Ilnukanust yIJIMHEHHOTO yyacTKa cerMeHTa A2 nepeaHel CTBOPKU
MUTPAJIBHOTO KJIallaHa C NOATITUBAHUEM YJIJIMHEHHBIX XOPA

JlaHHasi TEXHUKA UCTOIb3YETCS MPU MIMPUHE YIJIMHEHHOrO y4acTka 10 5 MM. B
ciaydasix Oosbiie 5 MM (pucyHOK 14), maHHBIA y4acTOK YCTpaHSIETCS OTIEIbHBIMU
y3J0BBIMH IIBAMH 10 TAKOMY K€ IPHUHIIUITY.

Pucynok 14 — [IlupuHa yIJIMHEHHOTO y4YacTKa cerMeHTa A2 nepeiHeil CTBOPKU
MUTPAIBHOTO KJIanaHa 0oJiblie 5 MM

3.2.2 Pe3ynbTaThl KIMHUYECKOTO MOHUTOPUHTA MAIIMEHTA

[NauuenTtka C., 68 5eT, MOCTyNWiIa Ha ONEPATUBHOE JIEYEHUE B OTIEICHUE
Kapauoxupypruu — HaydHo-HMCClieIOBAaTeNbCKOIO  MHCTUTYTa  KapAHOJOTHH U
BHYTPEHHUX OoJie3He C JuarHo3om: rumneprpopuyeckas KapIAuOMHUOMNATHUS,
OoOCTpYKTHBHBIN TN, Tporpeccupyromas dopma; SAM-cungpom; XCH 3K (o
kinaccupukanuun NYHA), craqus C (ACC/AHA). Ilpeponepauvionnass IxoKI
BBISIBIJIA BBIPAXKEHHYIO OOCTPYKIHMIO BBIHOCAILETO TpaKTa JIEBOrO KEIyJT04Ka
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(rpaguieHT 98 MM pT. CT.) M 3HAUYUMYIO MUTpajbHYI peryprutauuto Il crenenu
(pucyHok 15¢). 3HaunMMbIM NaTO(PHU3NOIOTHYECKUM (PAKTOPOM y JAHHOTO MAallMEeHTa
ABJSUIOCH BBIPAKEHHOE IEPENHEE CMEIIEHWE W YIJIMHEHHE IEPEIHEN CTBOPKH
MUTPAJILHOTO KJIallaHa, IPUBOAMBIINE K pa3BUTHIO SAM (pucyHOK 5a). B 3T0i1 cBsi3M
IUTMKALMS TEPEIHEN CTBOPKM MUTPAJIBHOIO KialaHa CTajla KIIOYEBBIM JTaloOM
omepanuy, o0eCIeYUBAIOIINM YCTPaHEHUE HU30BITOUHOH MOOUIBHOCTH CTBOPKH,
BOCCTaHOBJICHHE €€ KOONTAIuU U 3HaunMoe cHmxenne LVOT-rpanuenTa B coueTaHnu
C CeNTAIbHON MUOIKTOMHUEM.

3.2.3 PesynbTatrhl o1ieHKH 2((HEKTUBHOCTH MPU anpoOaliui METO 1A TUIUKAIIUN

Onepainusi npoBeAeHa COIVIACHO BBIIIEONUCAHHOMY METONY, JIOCTYIIOM uepes
CPEIMHHYIO CTEPHOTOMMIO C HOPMOTEPMHUECKUM HCKYCCTBEHHBIM
KpoBooOpaieHueM. HMHTpaonepalmoHHO, y TAUEHTKH BbISBIEHA IIWPHUHA
YIJIMHEHHOTO YYacTKa CErMEHTa A2 MUTPaJIbHOIO KJallaHa A0 5 MM, YCTpaHEHHas
OJIHOM TUTMKAIIMOHHOM neTiieid. Onepanus 3aBepilieHa CTaHIapTHO.

B panmnem mocrieonepallMOHHOM TME€PUOJE€ IO JaHHBIM JXOKapauorpaduu
OTMEUEHO MoyiHOoe ycTpaHeHue SAM-cunnpoma (pucyHok 15a, 156) u 3HauuTeNnbHOE
YMEHBIIICHUE CTENICHN MUTPAIbHON peryprutaiiuu 10 0 creneHu (pucyHok 158, 151).
['pagueHT BO BBIHOCSINIEM TPAKTE JIEBOTO >KEIYJ0YKa CHHU3WICS IO CPAaBHEHHIO C
npelonepalMoOHHbIMU ToKa3aTeasiMu (15 MM pT. CT.), 4TO oTpaxkano 3(pQeKTuBHOE
yCcTpaHeHrne Mexanu3ma oocTpykiuu. [lonydeHnsie axokapanorpaduyeckue 1aHHbIE
yKa3bIBaJld Ha BOCCTAHOBJIEHHWE KOOITALMU MHUTPAJIBHBIX CTBOPOK U CTAOUIIU3ALIMIO
(YHKIMHU JIEBOTO JKENyI0YKa YK€ B paHHHUE CPOKH MOCIIe BMEIIATEIhCTRA.

Pat. 1: 37.0 "¢ 5
TEET: 308 C .
0119 180

V4

fin

o
onepauumn

[Mocne
onepauum

a, 0 - SAM, B, I — MUTpasbHasl perypruTanus

Pucynok 15 — Oxokapauorpadudeckue n300pakeHusi Ipu 00CTPYKTUBHOM
runepTpoduieckor KapIUOMUOIIATUH JI0 U MOCIIE XUPYPTUUECKON KOPPEKLIUU
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Takum o00pa3zoM, pe3ysbTaThl MPOBEAEHHOTO MCCIEIOBAaHUS AEMOHCTPUPYIOT,
YTO MPEAJIOKEHHBINA CITOCO0 TIMKAIUU cerMeHTa A2 nepeiHei CTBOPKU MUTPAIILHOTO
KJIallaHa HAIpaBIIEH HE TOJBKO Ha ycTpaHeHne SAM-CHHIpoOMa y MAIlMEHTOB C
OOCTPYKTUBHOW THUNEPTPOPUUECKON KapAUOMHUONATHEH, HO U HA COXPAHEHHE
(YHKUIMOHAIIBHON TMOJHOLIEHHOCTH MUTPAJIBHOIO KJanaHa B IOCIEONEPALMOHHOM
NEepHoJIe, YTO MOATBEPKAACTCS IXOKapaAUuOoTrpahuuecKuMu rnokasarenamMu. Mexanusm
s dexTa npeaoKeHHOM METOJAMKU OCHOBAaH Ha TOUYEUHON PEAYKIMHU BBICTyHAIOLIEH
4acTH CBOOOJHOIO Kpas MepeJHed CTBOPKHM MUTPAIBHOrO KiamaHa U CTaOWIN3aluu
JTMHUM KoanTtanuu. GopMUpOBaHUE NYIUIMKATYPHI B 30HE cerMeHTa A2 yMEHbIIAET
N30BITOYHOE CMEUIEHUE MepeHEeNd CTBOPKU B 00JIACTh BBIHOCSIIETO TPAKTa JEBOTO
KEIMyJ0UKa, YTO MPUBOAUT K CHUKEHHUIO BBIpAXKEHHOCTH SAM-cuHIpoMa u
CONYTCTBYIOILIEW MUTPAIIBHON pEerypruTaiuu.

BaxxHpiM npenMymiecTBOM MPeJIoKEHHOTO MeTojaa sBIsieTCs (OpMUPOBAHUE
OoJiee CTAOWIHHOM JIMHUU KOAMNTAIlMU MPU MUHUMAJIHHOM HATSXKEHHHM XOPJaTbHOTO
anmapara M COXPAaHCHUHU TOABMKHOCTH CTBOPOK MHUTPAJIbHOrO KjamaHa, 4YTO
NOTEHIMAJIBbHO CHUKAET PUCK Pa3BUTHUSA MOCICONEPAUOHHOTO MUTPATIBHOTO CTEHO3A.
KpomMe  Toro, TexHMKa  OTJIMYAeTCs  OTHOCUTEIBHOM  TPOCTOTOM  H
BOCITPOM3BOJIUMOCTBIO, HE TPeOyeT BBHITIOTHEHUS CIOXHBIX PEKOHCTPYKTUBHBIX
BMEIIATENbCTB WJIM UMIUIAHTALMU JOTOJHUTENBHBIX MaTEpPUaNiOB, 4TO o0Jierdaer eé
MPUMEHEHUE U TOTEHIIMAIbHYIO CTAHIAPTU3AIMIO B KIMHUYECKOW MPAKTUKE.

Crnenyer OTMETHTh, 4YTO XUpyprudyeckas Koppekuus SAM-cuHapoMa Kak
JIOTIOTHEHHUE K CENTAIBHOW MUIKTOMHUH OCTAETCS MPEAMETOM aKTUBHOT'O OOCYKICHHUS.
HecMoTpst Ha 3HAYUTENBHBIN MPOTPECC B XUPYPTUUECKOM JIEYEHUH OOCTPYKTHUBHOM
rUNepTpoPUYecKol  KapAMOMUOIATUH, ONTHUMAalbHAs  CTPAaTeTUs  KOPPEKIUU
MUTPAJIBHOTO KJallaHa MpOJOJDKAET u3ydyaTbCid B psafe ucciaenoBanuil. Tak,
uccnenoBanne Carvalhno nmemoHcTpupyeT, YTO yAJMHEHHE TMEpeIHEH CTBOPKHU
MUTPAJIBHOTO KJIallaHA HE BCEr/la HANpSIMYyK KOPPEIUPYET C BBIPAXKEHHOCTHIO
OCTaTOYHOI'O IPaJUEHTa WX JI0JATOCPOYHON BRIKMBAEMOCTBIO MTOCJE N30JIMPOBAHHOM
cenTanbHOM MudKTOMHH [91].

B sT0 ke Bpemsi apyrue pabOThl MOKA3bIBAIOT, YTO METONbBI TUIMKAIIMU WA
YKOPOYECHUSI TepeaHEN CTBOPKM OOECMEYMBAIOT YCTOMYMBOE CHUKEHUE TPAJHCHTA
I'BTJDK, yMeHbLIEeHHME MUTPaJbHOW pPErypruTauquud M XOpOLIMe KIMHUYECKUE
pe3ynbTaThl B oTAanéHHOM Tmepuoae HaOmonenus [70,p. 443]. PerpocniekTHBHEIM
aHAMM3 TAIMEHTOB C OOCTPYKTHMBHOM THUIEPTPOGUUYECKON KapAMOMHOIATHEH
MTOKA3bIBAET, YTO JO0OABICHUE KOPPEKLUHU MTEPEIHEN CTBOPKH MUTPAJIBHOTO KJlanaHa K
CENTaJbHOM MHUIKTOMUM CIIOCOOCTBYET 3HAUUTEIBHOMY CHHKEHHMIO TpaJUeHTa
BBIHOCSIIIIETO TpakTa JIEBOIO JKEIyJOYKa, YMEHBIICHHIO BbIpakeHHOCTH SAM-
CHHIpPOMAa H MHUTpallbHOW peryprutanuu [92]. AHajorumyHble pe3yJbTaThl
MPOJIEMOHCTPUPOBAHBI TPU TMPUMEHEHUU PA3TUYHBIX TEXHUK YKOPOUECHUS WIH
IUTMKAIMKA TIEpeHEeH CTBOPKH, BKIouas ctparermio Resect-Plicate-Release (RPR),
KOTOpbIe O0ECTEeUNBAIOT YMEHBIIIEHHE BBICTYNAIOIIEH YacTH CTBOPKHU, YCTPAHEHHE
ooctpykiuu I'BTJDK u ymydinenne ¢yHKIIMOHATBHOTO COCTOSIHUS MAMeHTOB [93-
95]. B paHIOMH3UPOBAHHBIX M PETPOCIICKTHUBHBIX HCCJCIOBAHUAX ITOKA3aHO, UYTO
KOMOMHUPOBAHHBIN MOAXOJ (MHUO3KTOMHUS + KOPPEKIUsS MUTPAIBHOTO KIIaaHa)
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JOCTOBEPHO CHUXKAET YAaCTOTYy OCTATOYHOrO0 SAM M MUTpanbHON PErypruTalvy IO
CpPaBHEGHHIO C H30JMpoBaHHOW MuIKkTOMued [96]. ITlpm »sTOoM wuCcienoBaHus,
paccMaTpHBarOUIUe IUIMKALUIO TMEepeAHEl CTBOPKH KaK CaMOCTOSITENIbHBIA METOJ
Koppekuun SAM-cUHIpOMa, OCTAlOTCSI OrPaHUYCHHBIMU HEOOJBIINMU CEPUSIMU
HaOJIOJICHUM, BKJIIOYasl MEPKyTaHHbIE TEXHUKU Y TAlHUCHTOB, HE SBISIOMIMXCS
KaHJIUJaTaMU Ha XUPYPrHYECKYI0 MUIKTOMUIO [97].

OCHOBHBIM NPEUMYIIECTBOM JaHHOI'O HCCJIEAOBAHMS SIBISIETCS JEMOHCTpalus
6e3omacHoCTU U 3(PPEKTUBHOCTH HOBOTO METOJIa IJIMKAIMU CerMeHTa A2 mepeaHein
CTBOPKM MHTpAJbHOTO KjamaHa Ha KOHKPETHOM KIMHUYECKOM IpHUMEPE.
WNuTpaonepanmoHHas OLEHKAa MUTPAJIbHOTO KJalmaHa W XOpJ TO3BOJMJIa TOYHO
ONpPEJENNUTh YYaCTKH, MOJJIeKAIIUe KOPPEKIHH, U JOOUTbCA CTAaOWJIbHON JMHUU
KOanTally rocie BMemaTenbeTBa. OHAKO, CIeAYeT YUUThIBATh, YTO OTPAaHUYCHUEM
JUIST TIPUMEHEHUs pPa3pa00TaHHOTO HAMU METOJa IUIMKAIIMU MOTYT SIBJISTHCS
WHJWBUIyaJbHbIE  aHATOMHYECKHWE  Bapualldd  MUTPAIBHOTO  KjamaHa U
CyOBaNbBYJISIPHOIO ammapaTta, KOTOphIE€ CHOCOOHBI BIUATH Ha 3(P(HEKTUBHOCTH
TUTMKAIUU, OCOOCHHO NIPU BHIPAXKEHHOM YIJIMHEHUHU NIEPEIHEN CTBOPKHU MU CIIOKHOU
KOH(UTypaluy XOpAaJIbHOTO arapara.

Takum oOpa3om, NpeUIOKEHHBIM METOJ IUIMKAIMu cerMeHTa A2 mepenHen
CTBOPKM MUTPAJILHOTO KJIallaHa MOXET paccMaTpuBaThCS Kak IEepPCHEKTUBHAsS
TOYEUHAs] XUPYprudyeckas TEeXHUKa Koppekiuu SAM-cuHApoMa y NaIlMeHTOB C
OOCTPYKTUBHOW  THUNEPTPOPUUECKON  KapJUOMHOIATHEH, XapaKTepHU3yloUascs
NOTEHIIUATBbHON 3(PPEKTUBHOCTHIO U 0€30MacHOCThI0. OCHOBHBIMH OTpaHUYCHHUSIMU
ABJIAIOTCS BO3MOXKHBIE BapUallMd TEXHUKUA Yy pPa3HbIX XUPYPIOB U OTCYTCTBUE
JOJITOCPOUHBIX JTAHHBIX O CTAOMJIBHOCTH pe3yibTaTa. JlJis OKOHYATENbHOW OIEHKH
BOCHPOU3BOJIMMOCTH METOJa, €ro KIMHUYECKON 3(PEKTUBHOCTU M JOJITOCPOUYHOMN
CTaOMJIBHOCTH  PE3YJNbTAaTOB  HEOOXOAMMBI  JallbHEUIIHWE  MPOCIIEKTUBHBIE
UCCJICIOBaHUsA C OOJIBIIMM YHUCJIOM TMAlMEHTOB U JJIUTEIbHBIM  [EPHOJIOM
HaOmonenus. B pamkax pacmipeHus mpuMeHEHus: pa3paboTaHHOTO MOIX0/1a METO/
IUTMKAIKM cerMeHTa A2 ObLI MCcTosib30BaH y yacTu marueHToB ¢ OI'KMII B cocTaBe
KOMILUIEKCHOM XHUPYPrUYeCKOW CTpaTeruu JedeHus. PesynbTaThl pa3paboTKu U
MPUMEHEHUSI CMoco0a KapTUPOBAHUS MEXKEIYAOYKOBOW TMEPETOPOJIKH IS
TPAHCAOPTAIBHON CENTaJIbHON MHOPKTOMHUH, a TaKXKe OIEeHKa ero 3(QexkTuBHOCTU
MPEACTABIIEHBI B CIEAYIONIEH MOATIIABE.

3.3 Pe3yabTaThl pa3padoTKu KOMOMHHPOBAHHOIO METO/Ia XUPYPIruyecKoro
pMemareabcrBa npu  OI'KMII ¢ wucnogb3oBaHueM  KapTHPOBAHUS
MEHUKEJIYI0YKOBOM  MEPeropoaKd M CeNTAJbHOI0  peTpakropa  Uisd
TPAHCAOPTAJIBHON CENTAJIbHON MUHOIKTOMHUM U OLIEHKA ero 3¢ PeKTUBHOCTH

B pamkax peanmuzauuu TpeTheW 3aaud, aBTOpaMH ObUIO MPOBEACHO
PETPOCIIEKTUBHOE  KOTOPTHOE  KCCJIENOBAHWE, HANPABICHHOE HAa  OLEHKY
pa3pabOTaHHOTO KOMOWHHUPOBAHHOTO XUPYPrHUYECKOTO TMOJXO0Ja TNalMeHTaM C
OI'KMIL

KomOuHupoBaHHbIil MeTOT OBLT MPUMEHEH Y 76 MAllMEHTOB, KOTOPHIM paHEe He
BBINIOJIHSUIMCh  XUpyprudeckue BmemarenscTtsa no nosogy OI'KMIIL, B koropom
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pa3pabOTaHHBII ~ KOMIUIEKC  BKJIIOYAJd  NIPEIONEPANMOHHYI)  HaBUTaIHIO,
MHTPAOTIEPAIMOHHOE MCTIOIh30BaHNE pa3pab0OTaHHOTO aBTOpamMu perpakropa. Kpome
TPAJAMIIMOHHOTO XUPYPTHUUECKOTO0 00beMa - pACIIMPEHHOW TpaHCAOPTATHHOM
CeNTaJbHOM MHUOAKTOMHH, PsAY MALMEHTOB BBIMOJHSIIACH TUTMKALMS YIJTUHEHHOU
MepeIHEN CTBOPKY MUTPAIBLHOIO KJlalaHa 1o METoAy, OMMCAaHHOMY B MOATIIAaBE 3.2.

3.3.1 Pesynmpratel pa3pabotku  MPT-OpuEHTHPOBAaHHOTO TMOAXOJda K
MIPEAONEPALMOHHOMY  KAPTHUPOBAHUIO IIPU  PACIIMPEHHONW  TpaHCAOPTaJIbHOU
CENTaJIbHON MHOIKTOMUH

B nmanmHoM pa3zgene mnpencraBieHa paspabotka U obocHoBanue MPT-
OPHUEHTHPOBAHHOTO METOJA MPEAONEPALMOHHOTO KapTUPOBAHUS MEAKETYTOUYKOBOM
MIEPErOpOAKHA, TNPEAHA3HAUYEHHOIO JUIsl IUIAHUPOBAaHUS W HMHTPAONEPALUMOHHOU
HABUTAIMA TPU PACIIUPEHHOW TPAHCAOPTAIBHOW CENTAIBHOW MHOIKTOMHUHU Y
naruenToB ¢ OI' KMIL.

Cxematuyeckd, (opMUpOBaHME KApThl CETMEHTOB  MEXKEITYJOUYKOBOU
MEePEropoIKU MPEACTABICHO Ha pucyHke 16.

(IVS, interventricular septum; Post, posterior portion, Med, medial portion; Ant, anterior
portion)

Pucynok 16 — Cxema hopMupoBaHus KapThl CETMEHTOB MEXOKETYJOUKOBOM
MIEPETOPOIKH
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OcHoBHOM 3amaueit mnpeponepanmoHHoro MPT-kapTupoBanus — ABISUIOCH
ONPENEIICHNE JIOKAIU3aUUuu U TPOJOJbHOM NPOTKEHHOCTU 30HBI MAKCUMAJIBHOU
TUIEPTPOPUN  MENKIKETYJOUKOBOM MEPEropoJIKK, YTO TO3BOJIIO ONpPENENIHUTh
HaIlpaBJICHHE M NPEANOJNAracMyro JUIMHY pe3eKUHH. J[OMOTHUTENBRHO IPOBOAMIIACH
KOJMYECTBEHHAs] OIIEHKA TOJIIMHBI TEPErOpoAKU ISl ONpeeseHus Oe30macHou
rIIyOMHBI Pe3eKIHMH (OPUEHTUPOBOYHO J0 OJHOM TPETU €€ TOJIINHBI B LIEIEBOM 30HE),
a TaKkkKe aHaJn3 NPOCTPAHCTBEHHBIX B3aMMOOTHOLIEHUH MEXKIY NEPETOPOJIKOM,
NANWUISPHBIMU MBIIIIAMU U CYOKJIallaHHBIM alllapaToM MUTPAJIbHOIO KiamnaHa, 4YTo
MO3BOJISUIO  ONPENETUTh  HEOOXOJMMOCTh  BBINOJHEHUS  JIONOJHUTEIbHBIX
CyOKJIallaHHbIX BMEIIATENbCTB.

OneHka BBIPAKEHHOCTH CHCTOIMYECKOIO TNEPEAHETO JBHXKEHHUS IEpeaHEn
MHUTPAJIbHOM CTBOPKM M F€OMETPUM MHUTPAJIBHOrO KiamaHa no aaHHeiM MPT Takxke
MCIOJIb30BaNIach JJig BbIOOpa PEKOHCTPYKTUBHOW TAKTUKH U MPEAOTBpALICHUS
HEOOOCHOBAaHHOI MEpPBUYHON 3aMEHbl MHTPAJIBHOTO KjamaHa TMpPU OTCYTCTBUU
CTPYKTYpPHOM NAaTOJIOTUU €ro CTBOPOK. OKOHYaTenbHas MPOTSKEHHOCTh PE3EKIIUU
ONpENEIIaCh UHTPAOTIEPALIMOHHO HA OCHOBAHUM MPAMOW BHU3yaIM3allMM U OLEHKU
reMOoJIMHaMH4YecKoro 3(ekra BMenaTeabCTBa.

Meton MPT-kapTupoBaHHs OCHOBaH Ha JECTaJbHOW KOJHWYECTBEHHOM OLICHKE
TOJILIMHBIL M TEOMETPHUM MEXKIKEITYJAOUYKOBOM TMEPETOPOAKH B  KOPOTKO- U
JUTMHHOOCEBBIX MPOEKUHUAX C MOCIEAYOIIUM OCTPOEHUEM UHANBUAYATN3UPOBAHHBIX
KapT, OTpaXaroluX JIOKATU3AIMUI W MPOTIKEHHOCTh TUNEPTPOGUPOBAHHBIX
y4acTKOB MuoKapnaa. [lo cpaBHEHHIO €O CTaHAApPTHOW MpeaoneparuoHHON
MOJICOTOBKOM JTAHHBIN METO] BBITIOJIHSJICS CIEAYIOUIUM 00pa3oM.

Ilepen XupypruueckuM BMENIATEILCTBOM MALHUEHTY IMPOBOAMIACH MArHUTHO-
pe3oHaHcHasi Tomorpadus cepAla C MOJIy4YeHHEM KOPOTKOOCEBBIX CpPE30B JIEBOTO
KEJIy0UYKa TONIUHON 5—6 MM (0003HayaeMbIx Ha kapTe kKak TS). [TocnenoBarensHo,
Ha KaKJIOM YPOBHE KOPOTKOH ocH B a3y KOHEUHOMN AUACTOIbI, U3MEPSIIACh TOJIIUHA
MEXOKETYI0UYKOBOH Meperopoaku (pucyHok 17).

Pucynok 17 — MarautHo-pe3oHaHCcHast ToMorpadust cep/ia, NpoeKIus
MEKKENYI0YKOBOM MEPErOPOJIKU B MOMEPEUYHOM CEUEHUHU C U3MEPEHUIMU
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ITony4yeHHble JaHHBIE HAHOCATCS Ha KOPOTKOOCEBYIO KapTy CETMEHTOB
MEXOKEITY0YKOBOM MEPEropoaku, riae Touka 0 COOTBETCTBYET YPOBHIO (PUOPO3HOTO
KOJIbIIa A0PTAIBHOTO KjarnaHa (pucyHok 18).

JIIst KayKJI0T0 cpe3a Ha KapTe OTOOPaKE€HbI KPYrOBblE KOHTYPbI, UMUTUPYIOIINE
cermentsl JOK u MXII; B mpeaenax HaHHBIX KOHTYPOB (PUKCHPOBAIM IIMPUHY
rUNepTpoPUPOBAHHON 30HBI, MOJIEKAIEH PE3CKIIUH.

[TapamnenbHO  IPOBOAWUTCS  U3MEPEHUE  TOJIIIMHBL  MEXIKEIYyAOYKOBOU
IIEPErOPOAKUA II0 JUIMHHOW OCU C LEJIBI0 OLECHKHU INPOTKEHHOCTU IIAHUPYEMOM
CENTAIBHON MUOSKTOMMUH.

Pe3ynbpTaThl TaHHBIX M3MEPEHHI OTOOpa)karoTCsi Ha MPOAOJIBLHO-OCEBOM KapTe
(pucyHok 18).
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Pucynok 18 — KapTa cerMeHTOB MeAOKeNy109KOBOM IEPETOPOIKU

Paccrosinue mo JIMHHOW OCHM OT ypOBHA (UOPO3HOTrO KOJIbIIA a0PTAIBHOTO
KJanaHa B mpeenax 25-30 MM COOTBETCTBYET MEPEXOIHOM 30HE OT MEPEAHEBEPXHETO
OTJIeIa MEXOKETYIOUKOBOM MEPEropoiKu K €€ 3aIHCHIKHEMY OTIENYy.

B cBs31 ¢ 3THM Ha IPOJOILHO-0CEBOM KapTe JaHHask 001acTh MOApa3AeseTcs Ha
MO3ULIMK JABYX- U TPEXKAMEPHBIX cpe3oB (pUCyHOK 19a, 196) m dyeThIpéXKaMepHOTo
cpeza (pucyHok 19B), dro mo3Bosier Oojee TOYHO OICHUTH  TONIIHHY
COOTBETCTBYIOIINX YYAaCTKOB MEXOKEITYJOUKOBON NEPETOPOAKH.
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Pucynok 19 — MaruutHo-pe3oHaHcHast Tomorpadus cep/ua, AByXKaMepHas
IPOEKIIMS MEXOKETYI0YKOBOM MEPEroOpoaAKHY MO ATMHHON OCU € U3MEPEHUIMH (),
MarHUTHO-pPe30HaHCHas ToMorpadus cep/ila, TpeXKkaMmepHas MpoeKIus
MEAOKENYI0YKOBOM NIEPETOPOAKH MO ATMHHOM OcU ¢ u3MepeHusiMu (0), MarHuTHO-
pe30oHaHCHas ToMorpadus cepla, YeTbipexKkaMmepHasi POSKIIHU MEXOKENyT109KOBOM
NEPEropoKY MO AITMHHON OCU C U3MEPEHUSIMU (B)

Bo Bpemsi omepanuu, Mociie CMEIIEHHS CTBOPOK aopTajbHOIO KiamaHa W
o0ecrmedeHnss JOCTyNa K MEXOKEIyIOYKOBOW TIEperopojke, mpeaornepaioHHast
KOPOTKOOCEBasi KapTa BU3YaJbHO MPOCHUPYETCS HA MOBEPXHOCTH MEPETOPOIKU IS
HAaBUTALIMM U ONpeaesieHus o0béMa rmanupyemont pesekuun (pucynok 20). Kpyru,
pacIoNOKEHHBIE HaJl KaKIBIM CPE30M, OTPaKalOT CETMEHTHI JIEBOTO JKEITyJ0uKa U
MEXOKETYZOYKOBOW TEPETOPOIKY, yKa3biBash MIUPUHY TUNEPTPOGHUPOBAHHON 30HBI,
nojuiexkamie ygamenuto. [locie 3aBepmieHHS] MHOIKTOMHUH — pe3eIHpOBaHHAS
MUOKapJIuaibHass TKaHb OCMATPUBAaeTCAd W  COINOCTABIIACTCA C  JaHHBIMHU
MPEIOTICPAIMOHHOTO KapTUPOBAHUS C IEIBI0 TIOATBEPXKACHHUS aJeKBaTHOCTH
yIAJCeHUs 1EJICBBIX YYaCTKOB THIEPTPOGUPOBAHHOTO MHOKap/a (pucyHok 21).

L TPE

Pucynox 20 — Ipoekmust KapThl Ha MEAOKEITYT0YKOBYIO ITEPETOPOJIKY
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Pucynok 21 — Pe3eniupoBaHHBIN MHOKap/T

MPT-kaptupoBanue MEXOKETYT0YKOBOM [IEPETOPOJKHU oOecrieynBaeT
TPEXMEPHYIO aHATOMUYECKYIO CTpaTU(UKAINIO, 00YCIOBIUBAIONIYIO TUIAHUPOBAHUE
XUPYPrU4eCKOro BMEIIATEIbCTBA HA HECKOJBKUX YPOBHSX, BKJIIOYAs OIpPEIEICHUE
JUTMHBI, TOyOWHBI U HANpaBJICHUS PE3EKIIMH, a TaKKe CTpPATerHH CYOKJIAraHHOTO
nedyeHus, W (QYHKIUOHHUpYIOIIEE Kak  CHUCTeMa  MOAJCPXKKU  MPUHATHUS
IpeIoNEePAMOHHBIX PEIICHUH, MOBbIIIAas aHATOMUYECKYI0 TOYHOCTh U 0€30MaCHOCTh
npoueaypsl. PazpaboTaHHbIl MOAXOJ MO3BOJSET COMOCTABUTH IMPeaorNeparioHHbIe
MPT-nanHble ¢ WHTPAONEPAIMOHHOW aHATOMHEH, YTO OO0ECIeYMBAaEeT TOYHYIO
OpPHUEHTAIMIO XUPYpra, 000CHOBAHHBIN BHIOOP 30HBI U TITyOUHBI PE3EKIIUUA U KOHTPOJIb
aZIeKBaTHOCTU MHOdKTOMUH. Mcnionp3oBanne MPT-kapTupoBanus 0COOCHHO 3HAYMMO
y TAIHEHTOB C YMEPEHHOW W HEOTHOPOJHOU THMEPTpOodHEr MEKIKETyT0UYKOBOM
IIEPErOPOJIKHA, A€ CTAHAAPTHBIE OPUEHTHUPBI HEAOCTATOYHBI JJISI ONTUMAIBHOTO
XUPYPrUUECKOro IiIaHUPOBAHUS.

Takum 00pa3oM, MOMHUMO TPATULIUOHHOTO IXOKAPAUOTPAPUIECKOTO KOHTPOJIS,
MPT-opueHTHPOBAaHHOE KAPTHUPOBAHUE MEXKEITYIOUYKOBOM MEPETOPOJKHU SIBIISECTCS
3¢ HeKTUBHBIM MHCTPYMEHTOM IIEPCOHAIN3UPOBAHHOTO IJJAHUPOBAHUSA
TPAHCAOPTAIBHONW CENTaNbHOW MHUOIKTOMUU. OHO CHOCOOCTBYET TOBBIIICHUIO
TOYHOCTA BMEWIATENIBCTBA, BOCHPOU3BOAUMOCTH XHUPYPIrHYECKOM TEXHUKU U
KIMHUYECKONH  A((PEKTUBHOCTH  JIe4eHUs] OOCTPYKTHBHOW TUIEPTpOdHHUUECKON
KapJAUOMUOIIATUH.

3.3.2 PesynbTarhl pa3pabOTKU CENTAILHOTO PETPAKTOpA JJIsl TPaHCAOPTATHHOM
CENTAIbHON MUOMAIKTOMUU

[IpoBeneHHBIE  JTUTEPATYpHBIA  0030p  CYIIECTBYIONIUX  PETPAKTOPOB,
MPUMEHSEMBIX B XUPYPTrUIECKOM MTPAKTUKE, TTOKA3BIBAET, YTO OOJIBITUHCTBO U3 HUX HE
B TIOJIHOMW Mepe COOTBETCTBYET TpPEOOBAHUSIM BBHIMIOJHEHUS TPaHCAOPTAIBHOM
CEeNTAIBHOM  MHO3KTOMHM.  MIMerommecs  KOHCTPYKIIMHM  XapaKTEPU3YIOTCS
(uUKCcUpOBaHHOM TeoMeTpuel paboyux 4YacTed, HECOOTBETCTBHEM AHATOMUUYECKUM
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OCOOEHHOCTSIM CTPYKTYP CepAla, a TAK)Ke N30BITOUHBIMU TadapuTaMu U 3JIEMEHTAMU,
MOTEHIMAJIBHO MOBBIIIAOIINMHI TPABMATUYHOCTh (3yOIlbl, BbIpe3bl, mumbl). Kpome
TOT0, PSJl YCTPOUCTB NMpeAHa3HaYeH MPEUMYILECTBEHHO JJI 00ILEro XUupypruuecKoro
gocTyna M He oO0ecreyuMBaeT aJIeKBaTHOW BH3yalu3allMM W 3KCHO3ULUU
MEKIKETyJOUYKOBOU MEPETOPOJAKHU U CTPYKTYP JEBOIO KEIyA0UKA.

B COBOKYNHOCTM yKa3aHHBIE OTPAaHMYEHHUS MOTYT 3aTPYIHATH BBIIIOJIHEHUE
BMELIATENbCTBA U OTPAaHUYMBATH BO3MOKHOCTU XHpypra mnpu padoTe B YCIOBUAX
CJIOHOM aHaToMuU. B cBsi3u ¢ 3TUM pa3paboTKa celalIu3uPOBAHHOIO PETPAKTOPA,
aJaNTUPOBAHHOIO K YCJIOBUSAM TPAHCAOPTAIbHOM CENTAIbHOM MHOIKTOMUHU,
npencrapisiercs OOOCHOBAHHOM M HANpaBiIeHHOM Ha  yIaydllleHWE YCIOBUH
BBINIOJIHEHUS ONIEpaLUU.

B nanHoM pasnene mpenacraBieHa M OOOCHOBaHa pa3pabdOTKa CENTaJbHOIO
peTpakTopa, MPEIHA3HAYEHHOTO Ui YJIY4YLIEHHs BHU3yalU3alUH, JIOCTyna H
CTaOMJIBHOM HKCIO3MIIMM PA3JIMYHBIX YPOBHEH MEXKEITyJOYKOBOM MEPErOpoJIKH U
CTPYKTYp JIEBOTO JKEIyJO4YKa 4Yepe3 KOPEHb aOpThl BO BPEMSI TPAHCAOPTAIBHOM
CEeNTaJIbHON MHUOSKTOMUH.

3.3.2.1 Pe3ynbrarhl OICHKH TEXHUYECKUX XaPAKTEPUCTHK CENTAIBLHOTO
peTpakTopa

CenranbHbIN peTpaKTop, BKJIFOYAIOIIHI HETBHYIO pyKosATH-1 5
IIPOJIOJKAFOITUHACS TIOJT MMPSMBIM YTJIOM Pad0ouyI0 YacTh — JIOMACTh-2, OTINYAIONTANACS
TEM, YTO: PYKOSATHh UMEET 3PrOHOMUYHYIO JBYXYPOBHEBYIO CTPYKTYpY; pabouas 4acTh
— JIOTIACTh aJlalTMBHAs, KOTOpas WMEET CAaHTUMETPOBYIO TPAJAIUIO JJI TOYHBIX
OPUEHTHPOB 00BbeMa MHOIKTOMUU; (JIEKCOp ISl PEryJIUPOBKH TIIYOWHBI M yTJia
JIOTIACTH CENTAIbHOI0 PETPaAKTOpa BO BpeMsl onepanun-3 (pUCYHOK 22).

OproHoMuyHas IByXypoBHEBas pykosaTh — 1; Perynupyemas jionacte ¢ CaHTUMETPOBOM Ipajarueit
— 2; duexcop — perynsaTop AIUHBI U yIJia JIONACTH CENTaTbHOTO PeTpakTopa — 3

Pucynok 22 — Pa3zpaboTaHHbII aBTOpaMu XUPYPTHUECKHUI PETPAKTOP
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3.3.2.2 Pe3ynbTaThl NPUMEHEHUS] CENTAIBHOTO PETPAKTOPA MPU BBHIIOJHEHUHU
MHUO3KTOMHH

[IpumeHeHne  cenrTajibHOrO  PETPAaKTOpa B YCIOBHUSIX  CTaHAApTHOTO
XUPYPTrUYECKOro JOCTyla 4Yepe3 CPEeIUHHYI0 CTEPHOTOMHUIO C HCIOJb30BAHHEM
HOPMOTEPMHUYECKOTO0 MCKYCCTBEHHOTO KpOBOOOpaIlleHHs 00eCleyruBaeT aleKBaTHYIO
HKCIO3ULINIO CTPYKTYP BBIHOCSIIETO TPAKTA JIEBOTO JKEITYI0UKa U MEAOKEITY10YKOBOM
MEePEropoAKY Ha BCEX dTarax BMEIIAaTeIbCTBA.

BBenenue perpakrtopa yepe3 00JIaCTh Haaupa MPaBOro KOPOHAPHOI'O CHHYCA C
WHIMBUAYAILHOW HACTPOMKOW TIyOWMHBI M yria (pucyHok 23, 24) ¢ TOMOUIbIO
¢dexcopa (pucyHok 25) obecrnieunBaeT cTaOUIbHYIO (PUKCALMIO MPABOM KOPOHAPHOU
CTBOPKHM aOpTaJbHOrO KjamaHa B OTKPBITOM IMOJIOKEHUH. OITO CHOCOOCTBYET
YIYUIIEHUIO BU3YyaIU3alliy ONepalliOHHOTO OIS, B TOM YHCJIE B 30HE, aHATOMUYECKH
CBSA3aHHOW C TMpPOBOASIICH cHCTEMOM cepjla, 4YTO TMO3BOJIAET Oojiee TOYHO
OPUEHTUPOBATHCA TMPU BBIMOJIHEHUH MHOIKTOMUHM. M3MeHeHue TriyOuMHBI M yria
oTpeJIeNIeTCsl BO BpEMs ONepaluu, MPOBOJAUTCS CTPOT0 UHIWBUYATbHO U 3aBUCUT OT
Tr€OMETPHUU CTPYKTYp CepAla.

CenrtanbpHbI PETPAKTOP aTPaBMATUYHO OTBOJUT MPaBYI0 KOPOHAPHYIO CTBOPKY,
yIIepKUBAET €€ B OTKPBHITOM IMOJIOKEHUH M 00ECIeUrBAET CTAOUIBHYIO HKCIIO3UIIUIO
00J1aCTH MEAOKETYI0YKOBOM MEPEropoIKU, BKIIOYAsh aHATOMUYECKU 3HAYUMBbIE 30HBI,
C COXpaHCHHEM OPUCHTHPOB (PUCYHOK 26).

BropeiM peTpakTopoM, OTpEryJupoBaHHBIM C IIOMOIIBIO (uiekcopa Ha
HEOO0XOAMMYIO IIIyOHHY U yroJl, aTpaBMaTUYHO OTBOJST JIEBYIO KOPOHAPHYIO CTBOPKY,
CTaOWIIBHO yIeP>KUBas €€ B OTKPHITOM MOJI0KEHNUHU U pacIIMpss a0pTalbHOE KOJIbLIO Ha
BpEMsI BBIIIOJHEHUs Mpoueaypsl (pUCYHOK 27). DTO GopMupyeT Oojiee IIUPOKOE U
KOHTPOJIUPYEMOE ONEPALIOHHOE OKHO.

Pucynok 23 — CenTtanbHbIA PETPAKTOP, UCXOTHBINA BH]T
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Pucynok 25 — dnekcop — perysisTop JIONacTy CENTaabHOTO PeTPaKkTopa
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Pucynok 26 — CenTanbHbIi peTpaKTOp HA YPOBHE «HAAUPaA» U OMACHOM 30HBI
MEXOKENyI0YKOBOM TIEPETOPOAKU

Pucynok 27 — CentanbHble peTPaKTOPHI B MO3UILIKAX BO BpEMSsI OTIEpaIiH

Jist 3¢ (HEeKTUBHOTO JOCTyNA MPU BHIMTOJTHEHUA MUOYKTOMHH B TITyOOKUX OTAENIaX
MEKKETyI0YKOBOM NIEPErOPOJIKH, a TAKXKE MPYU MOOMIM3ALUN NANUIUIIPHBIX MBIIII] (C
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pe3eKIueii TunepTpoGUPOBAHHBIX YIACTKOB U UX Pa300IIEHUEM CO CTCHKaMH JICBOTO
KEITy04Ka), TITyOuHA B yTOJI JIONACTH CENTATLHOTO PETPAKTOPA MOTYT U3MEHSATHCS T10
X0y OTIEpAIMH ¢ TTIOMOIIBI0 (hirekcopa 0e3 JOMOTHUTEIEHOTO YCHITHSI.

B03MOXXHOCTh JUHAMUYECKOU PETYIUPOBKU IOJI0KEHUS PETPAKTOPA ITO3BOJISIET
aJanTHPOBATh AKCIIO3UIIUIO B 3aBUCUMOCTH OT MHIWBUYaJIbHON aHATOMHH TAIlMCHTA
M dTalla BMEIIaTeIbCTBA.

B coBokymHOCTM TpUMEHEHHE CENTAIBHOTO pPETpaKTOopa OOECIeYHBACT
CTAaOWJIPHYIO OKCIIO3HMIIMIO OTEPAIIMOHHOTO TIONSA W YJIYYIICHHE BHU3YaJIbHOTO
KOHTPOJISI, YTO CITOCOOCTBYET IOBBHIIICHUIO TOYHOCTH BBITIOJHEHUS XHPYPTHYCCKUX
MaHUTYJSAIUA W 00Jiee TOTHOMY YCTPaHCHHIO OOCTPYKIIMHM BBIHOCSIIETO TpPaKTa
JICBOTO JKEIyJI0YKa MPU MHUHUMHU3AIMN PUCKA TOBPEKICHUS KPUTHYCCKH BaKHBIX
AHATOMHYECKHX CTPYKTYP.

TakxuMm 00pa3oM, MPeATTOKEHHBIN aBTOPAMH XUPYPTHUECKHUIA PETPAKTOP BKITFOYACT
IETBHYIO PYKOSITh M PACTIONOXKEHHYIO TIOJT IPSIMBIM YTJIOM Pab04yI0 YacTh — JIONACTh.
KOHCTPYKTHBHBIMH ~ OCOOCHHOCTSIMH  YCTPOWCTBA  SIBJIAIOTCSI  3PTOHOMHUYHAS
JIByXYPOBHEBasl PYKOSATh, aJallTUBHAs JIONACTh C CAHTHUMETPOBOM Tpafaliueii s
TOYHBIX OPHUEHTHPOB O0BEMa MHOIKTOMHH, a TaKXkKe Hamuuue Qiekcopa,
MIO3BOJISIOIIECTO PETYIMPOBATh TIyOWHY BBEACHHS M YroJl HAKJIOHA JIOMACTH B XOJE
oreparuy.

VYka3aHHbIC KOHCTPYKTHBHBIC PCIICHUS HAIpaBJIeHbl HA aJIallTallUI0 PETPAKTOpa
K aHaTOMHUYCCKUM OCOOCHHOCTSIM BBIHOCSIIETO TpaKTa JIEBOTO JKEIyI0uYKa. ITO
oOecrieynBaeT Oojiee yMOOHBIM JOCTYN M CTAaOMJIBHYIO DKCIIO3WUIIUIO Pa3TMYHBIX
YPOBHEH MEXOKEIYOUYKOBOH TEPErOpOJIKM W CTPYKTYp JICBOTO JKEIyJI0dYKa IpH
BBITIOJTHEHUHU BMEIIATEICTBA Yepe3 KOPEHb a0PThI 0€3 M30BITOYHON TpaBMAaTH3AIUHU H
pacimpeHus o0beMa oreparuu.

[TpuMeHEeHNE peTpakTopa CIOCOOCTBYET CHMXKCHHIO TPaBMATH3allMM TKaHCH |
HOBBIIICHUIO yI00CTBA BBIMOIHCHHS TPAHCAOPTAIBHOM CENTaTbHOW MHUOIKTOMHUH.

Bmecte ¢ Tem, yaydiieHHE YCIOBUH BH3yalU3allMM W OKCIIO3UIIMA MOXKCT
OKa3bIBaTh BIIMSHKE Ha MPOJIOJDKATEIIBHOCTD ONIEPaIlii U PUCK PAa3BUTHS OCIIOKHCHHHA,
OJIHaKO AaHHBIC APDEKThI TPeOYIOT MadbHEUIEro MOATBEPKICHUS B KIMHUYECKUX
HCCIICIOBAHUSIX.

3.3.3 PesynpraThl aHanmm3a KIMHUYECKOW J(PGEKTHBHOCTH pa3pabOTaHHBIX
CIIOCO0OB ¥ HHCTPYMEHTOB B PaMKax peaabHON KIMHUYECKON MPAKTHKH.

Jnst  u3ydeHuss KIMHUYECKOW d((PEKTUBHOCTH pa3paOOTaHHOTO MOAX0JIa
PaCIIMPEHHON TPAHCAOPTAIBHOW CENTAIBHOM MHUIKTOMHUM C NpumeHeHueM MPT-
KapTUPOBAHUS MEAOKEITYTOYKOBOM MEPEropoaKH, pa3pabOTaHHOIO XUPYPruYECKOro
peTpakTopa M TMPEIJOKEHHOr0 METOJa IUIMKaluW, OBbUIM MPOAHAIN3UPOBAHbI
KIIMHUYECKUE XapaKTePUCTUKU U UcXoAbl Y 76 manuenToB ¢ OI'KMIL

3.3.3.1 Pe3ynbTaThl OonleHKH AeMOTpadUIeCKUX M KIMHUYECKUX XapaKTEPUCTHK
HCCIIEIyEMOU TPYIIIbI

B Tabnuue 5 mnpeactaBieHbl HMCXOJHBIE XapaKTepUCTHKU 76 Yy4aCTHHKOB
UCCIIEIOBAHUS.
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Tabnuma 5 - McxomHble KIMHUKO-AeMOrpaduiecKre XapaKTePUCTUKHA YYaCTHUKOB
ucciaenoBanus (N = 76)

Ilepemennbie n %
Ilon My>KUnHBI 33 43,4%
JKennmuel 43 56,6%
Bo3spact 54 14
CaxapHbIii tuader 15 19,7%
IToBBIIIEHHBIN UHIEKC MACCHI TEIA 24 31,6%
HNmemunyeckas 60J1e3Hb cepaia 27 35,5%
XpoHudeckasi 00CTpyKTUBHAs 00JI€3HB JISTKHX 3 3,9%
I'uneprpoduueckast OOCTPYKTHBHAST KapIMOMHOIIATHUS 76 100,0%
JleekT MEeXIKEIyT0UKOBOM MEPErOPOAKH 0 0,0%
@K no kiraccupukanuu I xmace 0 0,0%
NYHA I kmace 0 0,0%
III xnacc 51 67,1%
IV xnacc 25 32,9%

Koropra uccnenosanus Brimoyana 43,4% myxuut (n = 33) u 56,6% sxeHiuH (n
= 43); cpeanuii Bo3pacT nmanueHToB coctaBui 54 £+ 14 net. CaxapHbiii quaber Obul
auarHoctupoBat y 19,7% (n = 15) mairieHToB, TOT/1a KaK MOBBIIIEHHBIN HHIEKC MacChl
tena ormevasics y 31,6% (n = 24).

Nmemuueckass Oone3nb cepiamna BbisiBieHa y 35,5% (n = 27) mauueHTOB.
XpoHuueckass OOCTpYKTHBHas Oo0Jie3Hb JETKUX BCTpeyaidach penko u Obuia
3apeructpupoBaHa auuib y 3,9% (n = 3) nanueHToB.

VY Bcex yuactHukoB uccienoBanus (100%, n = 76) ObL1 HOATBEPKAEH TUATHO3
TUIEPTPOPUUYECKON KapAMOMUOMATUU; TPU ITOM JEPEKThl MEXKKEITYJOUYKOBOU
NEPETOPOIKH OTCYTCTBOBAIIH.

Cornacao knaccupukanmn New  York Heart Association Functional
Classification, Hu onuH marueHT He oTHOocwIcs K | mm II pyHKIIMOHAaTEHOMY KITaccy.
BonpmmuacTBO manuentoB 0suTn oTHECeHH! K 11 PpyHkimonansHomy knaccy (67,1%, n
= 51), Torna xak 32,9% (n = 25) coorBercTBOBaM [V QPyHKIIMOHATIBHOMY KJIaccy.

st uccnemyemMoii KOroOpThl OblIa XapakTepHa BbIpaKeHHas OOCTPYKIUs
BBIBOJTHOTO TPAKTa JIEBOT'O KEITYT0UKA.

Y OoJpIIMHCTBA MAIMEHTOB PETHCTPUPOBAINCH IMHKOBBIE T'PAJUCHTHI,
COOTBETCTBYIOITUE TSHKENON (DyHKIIMOHATBHOM 00CTpyKInu (>70—80 MM pT. €T.), a'y
3HAYUTEJIBHOM J0JIM MAIlMEHTOB 3HaYeHus npeBbimaiv 100 MM pT. CT., 4TO OTpakaeT
BBICOKYI0  T€MOJWHAMUYECKYIO  HArpy3Ky Tpu  OOCTPYKTHBHOH  Qopme
TUIEPTPOPUIECKON KapTUOMUOTIATHH.

B tabaume 6 mpeacraBieH 0030p MCXOIHBIX KIMHUYECKUX XapaKTEPHUCTHK 76
YYaCTHUKOB UCCJIE0BaHUs 10 IPOBEACHUS OIEpalUU.
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Tabnuua 6 - UcxoaHble npeaonepalvoHHble KIMHUYECKUE XapaKTepUCTUKH (n = 76)

[Tepemennbie n %

Oppitiika Ha 75 98,7%
["010BOKpYKEHHE Ja 37 48,7%
O6MopoK lla 12 15,8%
Bonb B rpyan Ja 56 73, 7%
AprepuanbHasi THIIEPTEH3HUS 0 18 23,7%
140-159 mm.pT.cT 3 3,9%

160-179 mm.pr.cT 13 17,1%

>180 MM.pT.CT 42 55,3%

OuOpHILIALINS TIPEICEP I Ja 7 9,2%
ATpUOBEHTPHKYISIpHAst OJIOKaa Ha 0 0,0%
ITonHas Gi1okana 1eBoi BeTBH mydka ['mca Jla 6 7,9%
[ToHas Gitokana mpaBoit BeTBU mydka [ uca Ha 9 11,8%
HamxemynoukoBast Taxukapaus Ja 5 6,6%

AHanu3 JITUX XapaKTEPUCTHUK TIO3BOJSET BBIICIUTh HECKOJIBKO KIFOUEBBIX
MOMEHTOB, KacarolIUXCs pacpOCTPAHEHHOCTH PA3IUYHBIX CUMIITOMOB M COCTOSIHUMA
B kKoropte. Opnpimika orMmedanach y 98,7% y4acTHUKOB, a TOJOBOKPYXEHHE — Y
48,7%. O6Mopoku Habmonanuch y 15,8% ydactHukoB. ok B Tpyau mpucyTcTBOBaIA
y 73,7% yuactHukoB. Tsokenass runeptorus (=180 mm pT. cT.) ObljIa BBISIBICHA Y
55,3% yuactaukoB. @ubpuusiius npeacepauit (PII) mpucyrcrBoBana y 9,2%
YYaCTHUKOB, TIPU 3TOM HHM y OJIHOTO W3 HUX HE ObUIO aTPHUOBEHTPUKYJIsIpHOU (AB)
osnokanel. biokana nesoit BetBu myuka ['nca (BJIBI') u Giokana mpaBoii BETBH ITydKa
['uca (BIIBI') waGmogmamucy y 7,9% wu 11,8% y4acTHMKOB COOTBETCTBEHHO.
CynpasentpukynspHas taxukapaus (CBT) 6su1a otmeuena y 6,6% y4acTHUKOB.

3.3.3.2 Amnanu3 KIMHHYECKUX H JXOKapauorpaduyeckux TmokaszaTeneit
3¢ (HEKTUBHOCTH KOMIUIEKCHOTO METO/1a B UCCIEAYEMOM KOrOpTe MaIleHTOB

CpaBHUTENIBHBIM  aHANM3  MPEAONEPAIMOHHBIX U TMOCJICONEPAIMOHHBIX
nokasaresiell MpoAEeMOHCTPUPOBAN 3HAUUTENILHOE YIyUllIEHUE TeMOJIMHAMUYECKUX U
(YHKIIMOHAIBHBIX MTAPAMETPOB MOCIIC XHPYPrUISCKOT0 BMEIIaTeIbCTBA (Tadua 7).

Tabnmuna 7 — IlpenomepaninoHHBIE U TOCJICONEPAIMOHHBIE KIMHHYECKUE U
axoKapauorpadudecKkre mokasaTenu

IlepemeHHBIE Ilepen onepanuen ITocne onepanuu
1 2 3
I'BTJIX B mokoe, MM pT CT 4048 1244
KJAOJDK, mn 92+20 115+18
OBJIK, % 66+9 57+9
O6wem JIIT, ma 71+23 61+18
Tonmuna 6a3ajibHONM NEPEropoaAKH, MM 25+4 13+2
@®K no knaccudpukanuu NYHA
| xmacc 0(0) -
Il xmace 0(0) 5 (6,79)
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[Iponomkenue Tadbnuupl 7

1 2 3
III kmacc 51 (67,1) 70 (93,30)
IV kiacc 25 (32,9) -
Peryprurtanus MK
0 0 (0) 27 (36,0)
1 crenenun 6 (7,9) 42 (56,0)
2 CTENeHH 31 (40,8) 6 (8,0)
3 creneHu 29 (38,2) 0(0)
4 cTeneHu 10 (13,2) 0 (0)

[Ipumeuanue - *I'BTJDK: Brixonnoit tpakt neBoro »xemynouka. KJIOJDK: Koneunsiit
JUACTOJIMUECKHI 00BeM sieBoro xkenynouka. @BJDK: @paxius BeiOpoca ieBoro xxenymouka. JIIT:
JIeoe nmpencepane. PK mo NYHA: OyHKuHOHAIBHbIH Kiace o kiaccudukanun Hpio-Hopkekoii
Kapauosnorudyeckor accouunanuu. MK: MutpanbHblii KianaH. 3HaueHHs MPEICTaBICHbI Kak
cpelHee + cTaHAApTHOE OTKIOHEHUE WM YUCIIO (IPOLEHT)

[IMKOBBII rpagUEHT B BBIBOAHOM TPAKTE JIEBOI'O KeNyAouka cHu3uicsa ¢ 40 £ 8
MM pT. CT. J0 omepamuud A0 12 = 4 MM PT. CT. TOCJIE€ BMENIATEIbCTBA, YTO
CBUJICTEILCTBYET 00 3(P(HEKTUBHOM YCTPAaHEHHHM OOCTPYKIIMHM BBIBOJHOTO TpaKTa
JIEBOTO KETYA0UKa.

Koneunpli quacTonueckuii 00bEM JIEBOTO KTy T0UKa YBETUIMICS ¢ 92 £ 20 M
no omeparuu g0 115 +£ 18 M mocne BMemaTenbCTBa, UYTO OTPAXKAET YIY4YLICHUE
JUACTOIMYECKOTO HATIOTHEHUS! M YMEHBIIIEHUE IMHAMUUYECKON 00CTpyKInu. Dpaxius
BBIOpOCA JIEBOTO XKeyI0uka CHU3UIAch ¢ 66 = 9% no omnepanuu 10 57 £ 9% nocie
BMEILIATENICTBA,  YTO,  BEPOATHO, CBS3aHO C  HOpMaJU3allMed  paHee
TUIEPINHAMAYECKON CUCTOIMYECKON (DYHKITMU TIOCIIe YCTpaHEeHHsI OOCTPYKIUH, a HE
C Pa3BUTUEM CHUCTOJIMYECKON AUCHYHKIIUU.

O06BEM nteBoro npeacepaus ymeHnbmuics ¢ 71 £ 23 mu go onepamuu 10 61 + 18
MJI TIOCJIE BMENIATENbCTBA, YTO MOXKET CBHJIETEIHCTBOBATH OO0 YMEHBIICHUU
XPOHUYECKON TMeperpy3ku MaBlICHUEM U YIYUYIIEHUH TUACTOINYECKOW (YHKIIUU.
TonmuHa 6a3anbHOTO OTHIENIa MEXOKENTYI0UYKOBOW MEPEropoJIKM CHU3MIACH ¢ 25 + 4
MM J0 omepauuu g0 13 + 2 MM mocie BMENATEIbCTBA, YTO IMOATBEPKIAET
3G ()EKTUBHOCTh  BBIMOJHEHHOW  MHOPKTOMHH B  OTHOIIEHWU  YMEHBIICHUSA
runepTpodum.

OYHKIHOHAIBHOE COCTOSIHUE MAIMEHTOB TAKXKE 3HAYUTEIBHO YIYUYIINUIIOCH, YTO
OTpa3Wiioch B TepepacnupeneiacHiny (YHKIMOHATBHBIX KJIACCOB MO KIacCU(pUKAIIUU
NYHA. [lo onepanuu y Bcex MAallUEHTOB OTMEYalach BbIPA)KEHHAs] CUMIOTOMATHKA:
67,1% otaocunucs K III ¢pyrknmonansHOMY Kitacey u 32,9% — x IV kmaccy. [locne
BMEIIATEIHCTBA, HECMOTPS HAa OrpaHnyeHus oOnekTuBHOU omneHkn DK B panHem
MOCJICONEPALIMOHHOM MEPUOJE, BCE MAIUEHTHI CYObEKTUBHO OTMEUAIU KIMHUYECKOE
yiIydlieHue: HU oauH He octaBaica B [V kiacce, 93,3% cootserctBoBanu Il knaccy,
6,8% — II xmaccy mo NYHA. Takoe mepepacnpenencHue CBUIETEIBCTBYET O
KIIMHUYECKA 3HAYUMOM  CHIDKCHUM  BBIPAXKEHHOCTH CHMITOMOB  CEPACYHOU
HEJIOCTATOYHOCTH U MOBBIIICHUH TOJEPAHTHOCTU K (PU3UYECKON Harpys3Ke.
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Kpome TOro, HaOmoaanoch BBIPAKEHHOE CHI)KEHHME CTENEHH MUTPaIbHOU
peryprutauuu. Ilocne onepamuu y OOJBUIMHCTBA MALMEHTOB pPETyprUTALMS
orcyrctBoBana (36%) nubo coorBercTBOBana I cremenu (56%), Torma kak Jo
BMeIIaTeNbCTBa npeodaananu 6omnee Tsokénsie crenenu: 111 crenens — y 38,2% u 11
crenenb — y 40,8% nanuenToB (Tabnuna 3).

OauH mnamueHT yMep HWHTPaolepallMOHHO M HE ObUl BKJIIOYEH B aHAIU3
MOCJICONEPALIMOHHBIX MTOKa3aTeNeH.

B orpenbHbIX ciydasx Obula  BBIOJHEHA JIOMOJHUTENbHAs IJIACTHKA
MUTpPAJIbHOTO KJlanaHa. TexHuka «kpail Kk kpawo» 1o Anbdbepu Obu1a npuMeHeHa y 14
nanueHToB (18,4%). Ilnuxanus mnepenHel CTBOPKM MUTPAJIBHOTO KiamaHa Io
METOAMKE aBTOPOB ObuIa BeiMojiHeHa Y 11 maruenTtoB (14,5%).

3.3.3.3 AHanu3 NOCJIEONEePalMOHHBIX OCJIOKHEHUM
B Ttabnune 8 mnpuBeneHbl JaHHBIE O TMOCJIEONEPAUOHHBIX OCIIOKHEHUSX,

HA0JIIOIaBIINXCS B UCCIEAYEMOM TpyIIIe.

Tabmuma 8 — [locneonepainoHHbBIE OCTOKHEHUS

OcnoXKHEeHUS n %
[ToHas Gytokasa JeBoit BeTBH myuka [ mca 53 69,7%
[TonHas aTprOBEHTPUKYIISIpHAsS OJI0KaIa 8 10,5%
[Tocneonepannonnas GpuOpuLIAIIIS 3 3,9%
npeacepani
NucynbT 2 2,6%

[Tomnas Giokama neBoit BeTBM myuka ['mca Bo3HMKIA y 69,7% MalMeHTOB H
ABIAETCS Hanbosiee pacIpOCTPAaHEHHBIM HApYyIIEHWEM MPOBOJUMOCTH  IOCIHE
orepanuu. ATpPHOBEHTPUKYJsipHass Onokana paszBwiack y 10,5% mnanuenrtos, a
GubpUIISIUS TpeacepAnii B MOCIEONEepalliOHHOM nepuojae Habmoganack y 3,9%.
WNucynbT ObUT peAKUM SIBIIGHUEM, BCTpEYArOIUMcs y 2,6% MaireHToB.

[TocneonepalmonHas BHyTpUOOJIbHUYHAS JETAIbHOCTh cocTaBmia 1,3% (1/76).

3.3.3.4 Pe3ynbTaThl aHAMN3a BEIKUBAEMOCTH

AHanm3 BbDKMBaemocth MetonoMm Kamrana-Meiepa npoaeMOHCTpUPOBA
BBICOKYIO OOIIYIO BBDKUBAEMOCTh B UCCIIEyeMO# Koropte (pUCYHOK 28).
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Pucynok 28 — KpuBbie ananmsa BbDKUBAEMOCTH

AHaJIN3 KyMYJSATUBHOTO PUCKA MPOJIEMOHCTPUPOBA aHATIOTUYHYIO JTUHAMUKY:
yBEJIWYCHNE PHUCKA OTPAaHMYMBAIOCH PaAaHHUM IMepuojoM HaoOmoaeHus. OcHOBHas
4acTh pucka chopMHpoOBaiach B TEYEHHE MEPBLIX 15 Mecses, mociae 4yero Kpupas
CTaOMJIM3HPOBAJach, YTO YKa3blBaeT HA HHU3KYI0 YacTOTy TMO3JHUX COOBITHH.
NTtoroBslii KyMyJIsITUBHBIA PUCK cOCTaBUI OK0J0 0,05, 4TO COOTBETCTBYET HU3KOM
oO11el yacToTe HeOIAroNMPUATHBIX COOBITHI B HCCIIEYyEMOM KOropTe.

PacuetHas cpenHsisi MpOAOIKUTEILHOCTh BBKMBAHUS cocTaBwia 57,3 mecsua
(crannmaptHas ommoOka 1,30; 95% nosepurenbHblil nHTEpBan 54,8—-59,9). Menuannas
IPOJIOJIKUTEILHOCTh BRDKUBAHUS HE ObLIa IOCTUTHYTA, TOCKOJIBKY 00JIee MOJIOBUHBI
KOT'OPTHI OCTaBaJUCh 0€3 COOBITHI K KOHITY Iepruoa HaOII0IeHHUS.

B COBOKYITHOCTH 3TH JaHHBIEC YKa3bIBAIOT HA TO, YTO HEOIATOMPUSATHBIE UCXOIbI
OBLITM COCPEOTOYCHBI Ha paHHEH CTaJuH IMOCJIe UCXOHOTO COCTOSIHHS, B TO BpeMs
KaK JIOJTOCPOYHBIA MPOTHO3 Y OCTABIINXCS MAIMEHTOB OB BEChbMa OJaronpHusTHBIM,
C YCTOMYMBOW BBIKMBAEMOCTHIO U MUHUMAJIbHBIM HAKOIUIEHUEM TIO3/THETO PUCKA.

Takum 006pa3om, IENbI0 JAHHOTO MCCIIEI0BaHUS Oblla OICHKA XHUPYPTHUYECKOU
METOJIMKH, UHTETPUPYIOLIEH PEAONEPALUOHHOE KapTUPOBAHUE 1101 KOHTposieM MPT
C pacCIIMPEHHOM TPAHCAOPTAIBHOM CENTAJIbHOM MHUIKTOMHUEH, CEJIIEKTUBHBIM
paccedeHreM YTONIIEHHOTO MUTPAJIBbHOrO KJlalnaHa U IUIMKalueu nepeaHed CTBOPKU
MUTPAIBHOTO KJIAllaHa, BRIMOJTHEHHOW MO pa3paO0TaHHOW METOJMKE Yy MAIUEeHTOB C
OI'KMII. IlocneonepallMOHHbIE JAHHBIE BBISIBUIM CYIIECTBEHHOE YIYUlIEHUE
KIIMHUYECKUX U IXOKapAuorpaguieckux mapameTpoB. K HUM OTHOCSTCS CHIKEHUE
rpagieHTa B BBIXOJIHOM TPAKTE JIEBOTO KEIyJ0UKa, YIydlIeHne o0beMa u QyHKIIUN
KEIyJ0YKa, YMEHBUICHHE pa3Mepa NPEeICEepArl U TOJIIMHBI MEXOKEITyI0YKOBOM
MEePEropoAKU, a TaKKe 3HAUUTENbHOE YIy4YllleHHWE (PYHKIMOHAIBHOTO Kjacca IO
kinaccupukanuu NYHA u creneHu TsKeCTU MUTPaJIbHON pErypruTaiuu.

Y mnmanueHToB ¢ OOCTPYKTHBHOM TuUNepTpoPuUUecKord KapAuoMHONaTUEH
npejonepaonHas Qpakuus BbIOpOCAa 4YACTO SIBISIETCS CBEPXHOPMAJIBHOW M3-3a
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TUNEPAMHAMUYECKON CUCTOIMUECKON (DYHKIIMU U YMEHBIIEHHOTO pa3Mepa MoJIOCTH B
KOHIIE auactoyibl. llociie XHpyprudeckoro ycTpaHeHHs OOCTPYKIMU BBIXOJIHOTO
TpakTa JIEBOIO JKEJIYyJIOYKa YCIOBUS HArpy3Ku Ha JKEIyAOYEK HM3MEHSIOTCSA, YTO
NPUBOJUT K YBEIWYCHUIO HAIMOJHEHUSA JIEBOIO JKEIyJAOYKa W YaCTUYHOU
HOopManu3anuu ¢pakuuu BeiOpoca. [lorTomy HabmomaemMoe CHUKEHHE (GpaKIuu
BBIOpOCA JIEBOTO JKEIy/J04YKa B HaIlle KOTOPTE CleAyeT MHTEPNPETHUPOBATh HE Kak
yXYAIIEHUE CUCTOIUYECKON (PYHKIIMU, a CKOpEe KaK TeMOJIMHAMUYECKYIO a/IalTaIlIo
K ycTpaHeHUIO oOcTpykuuu. HecMoTpss Ha OSTH TOJIOKUTEIbHBIC PE3YJIbTaThI,
HaOJII0/IaTMCh TaKUe OCJIOKHEHHUsI, KaK MoJiHas OJiokaaa JieBoW BeTBU mydka ['uca,
aTPUOBEHTPUKYJsipHAs OJiokana, QUOpPWLISALMS TpEACEpAUl W HWHCYNBT, YTO
MOJYEePKUBAET HEOOXOIUMOCTh TIIATEIBHOTO MTOCJICONEPAIIMOHHOT0 MOHUTOPUHTA.

Cpennuii moCHEONEPAMOHHBIN TPagUECHT B BBIXOJHOM TPAKTE JIEBOTO
AKEITy0UKa CHUZUIICA 10 12 +4 MM PT. CT., YTO HAXOJUTCS B ONTUMAIBLHOM JUAIa30HEe,
COO0IIIaeMOM B CEpUsIX Omeparuii 00JIBIIOr0 00beMa, U CBSI3aHO CO 3HAYUTEIbHBIM
yIY4IIECHUEM CUMIITOMOB U HU3KOW MEPUOTIEPAIMOHHON 3a00JICBAEMOCTBIO B HAIIICH
koropte. [IoaTOMy OCTaTOUHBIA TPAAUEHT CIEIYeT MHTEPNPETUPOBATH B KOHTEKCTE
KJIMHUYECKOTO OTBETa, a HE KaK H30JUPOBAHHBIA 4yuciaoBoi mnapamerp. C
XUPYPrUYECKOW TOUKH 3pEHUsI, TIOJHOE YCTpaHEHHE OOCTPYKIIMU HE BCeria
HEOOXOAMMO U JIOJIKHO OBITH COMOCTABIICHO ¢ PUCKOM Mepdopaiui Ieperopoiku 1
HapYIIEHUH TPOBOJIMMOCTH, OCOOCHHO Yy MAIMEHTOB C T€TePOreHHON MOopdooruei
EPETOPOAKH.

BaxxHo otrMmeTuth, uYTO HE NOTPEOOBATIOCH HUKAKUX PAHHUX TOBTOPHBIX
BMEIIATENICTB MO TOBOAY OCTATOYHOW OOCTPYKIHMH, YTO CBUJETEIBCTBYET O
KJIIMHAYECKU 3HAYMMOM XapaKTepe TOCTUTHYTOrO CHW>KEHUS TpaaueHTta. boiee Toro,
OTCYTCTBUE Tieppopalid MEeXOKEeIyJA0YKOBOM TMEpEeropoAKd B ITOW KOropTe
MOJITBEPKAAET OE30MaCHOCTh MPOIEAYPHl MPH HCIOIb30BAHUM AHATOMHUYECKOTO
m1aHupoBanus nog kKoHTposieM MPT. [lo BHeApEHUsT KapTUPOBAHHUS 10T KOHTPOJIEM
MPT mnepdoparust meperopoku mpeacTaBisiia coO0l MPU3HAHHOE OCIO0XKHEHUE B
HalleM y4dpexaeHuu. Tekymasa crparerus, oOcHoBaHHas Ha MPT, mno3Bommia
COXPaHUTh aJCKBATHYIO TE€MOJUHAMUYECKYI0 S()PEKTUBHOCTb, OIHOBPEMEHHO
MOBBICHB 0€30MAaCHOCTh TMPOIEAYphl 3a cUeT OojJee TOYHOTO AaHATOMUYECKOTO
HaBe/ICHUSI.

Pe3ynprarel BBDKMBAEMOCTH B JAHHOM MCCIICIOBAaHMM  YKa3bIBalOT Ha
MPEUMYIIECTBEHHO OJIAarOMPUSTHBIN JAOJITOCPOYHBII MPOTHO3 Mocie mpoueaypsl. B
OTJIMYME OT paHee MPEANOIAraeMOr0 MPOrPECCUPYIOIIETO CHUKEHHS BBKUBAEMOCTH,
oOHOBIeHHBIN aHann3 Kamnana-Meiiepa mokasai, 4To HeOIaronpusiTHeIE COOBITUS B
OCHOBHOM OTPaHMYMBAIMCH PAaHHUM TIEPHOJOM HAONIONCHHS, TPH ITOM BCE
JIeTAJIbHBIE MCXOJIbl MTPOM3OILIA MPUMEPHO B TeueHue nepsbix 15 mecsanes. [locie
ATOTO TIepUOJia BBDKMBAEMOCTh OCTaBajach CTaOWJIbHOM 10 60 MecsleB, YTO
YKa3bIBAET HA HU3KHUM PUCK MO3JHEW CMEPTHOCTH MOCJE YCHEHIIHOIO MPOXO0XKICHUSA
MAIMEHTAMU PAHHETO NOCIEONEPALUOHHOTO NEPHOIA. AHAIN3 KyMYJISITUBHOTO PUCKa
JOTIOJIHUTENBHO TMOATBEPJUI ATy 3aKOHOMEPHOCTh, MOKa3aB, YTO OOJbIIAs 4YacTb
HAKOIUIEHHSI PUCKAa IMPOMCXOAWJIA HA PAHHUX ISTanax, 3a KOTOPBIMHU CJEo0Baja
JUITeNbHast (aza Imiaato. DTOT BBIBOJ MPEANOJaraeT, YTo IMEPUOIEPALUOHHOE U
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paHHee TIOCJICONEPAMOHHOE BEJICHHE MOXKET NPEACTaBIsATh coOoi Haubosee
KPUTUYECKUN TIEPUO/I, BIUAIOUIUN HA TOJITOCPOUYHbIE PE3YJIbTaThl. Ba’)kHO OTMETHUTS,
YTO PACUETHOE CPEJIHEE BPEMS BBDKMBAHUS JOCTUIIIO 57 MECALIEB, B TO BPEMs Kak
MeIMaHa BbDKMBaHMS HE Oblla JOCTUTHYTa, YTO TIOJYEPKUBAET YCTONYUBYIO
BBIKMBAEMOCTh, HaOJ0/1aeMyI0 y OOJIBIIMHCTBA MAIlUEHTOB. B COBOKYMHOCTH 3TH
pe3yJbTaThl MOKAa3bIBAIOT, YTO, XOTA B PAHHEM IMOCJIEONEPAMOHHOM IEPUOJIE
TpeOyeTcsl TIIATEIbHBIT MOHUTOPHUHT, JHOJITOCPOYHBIE PE3YIbTAThI JJIsI TAIIUEHTOB C
I'KMII nocne BMmemarenbcTBa MPEACTABISIIOTCS BeCbMa  OJIarONPUSTHBIMHU.
[Tony4yeHHble JaHHBIE TOAYEPKUBAIOT BAXXKHOCTHh ONTHUMHU3UPOBAHHBIX CTpaTEruid
PAHHETO JICYEHUS], a HE 3aTSKHBIE ONACEHUS 110 TOBOAY MO3AHEN MOCIEONEePAlIMOHHON
CMEpPTHOCTH.

Takum 00pa3oM, NPEITIOKEHHBIM KOMIUIEKCHBIH XUPYPTrUYECKUN TMOJIXO/I,
OCHOBAHHBIM Ha PACHIMPEHHOM TPAHCAOPTAJIbHOM CENTAIBHOW MHUIKTOMHHU H
BKJIIOUarOMi  mpeaonepanuonHoe MPT-kapTupoBaHue, TOYEUHYIO IUIMKAIIAIO
NepelHel CTBOPKM MUTPaAJIbHOIO KjalaHa C HCHOJIb30BAHUEM CHEIUAIBHO
pa3pabOTaHHOTO XUPYPTrUYECKOTO0 PEeTpPaKkTopa, IMPOJEMOHCTPUPOBAT BBICOKYIO
KIIMHUYECKYI0 JA()QPEeKTUBHOCTP M 0O€30MacHOCTh TMpPU JICYCHUU TMAIUEHTOB C
nexkapcTBeHHO-pe3ucTeHTHbIMU ~ opMamu  OI'KMIIL.  [lonydyeHHbie pe3yiabTaThl
NOATBEPKJIAIOT 3HAYUMOCTh MHTErpalldd aHATOMUYECKOTO MPeIoneparioHHOTO
IJIAHUPOBAHUA W MOJU(PHUIIMPOBAHHBIX XUPYPTUUECKUX TEXHUK JJII ONTHUMHU3AIUU
XUPYPTUYECKON KOPPEKIIMH OOCTPYKIIMH BBIBOJIHOTO TPAKTa JIEBOTO YKEIYI0UKa.

[IpoBenénnoe wuccienoBaHUEe, BBIMOJIHEHHOE Ha 0a3e OJHOTO M3 BEAYIIUX
KapAUOXUPYPTUUECKUX LEHTPOB CTPaHbI, MO3BOJIMIO OOOCHOBATh MPAKTUYECKYIO
pean3yeMoCTb U BOCIPOU3BOAUMOCTD MPEIJIOKEHHOTO KOMIUIEKCHOTO METOJa B
YCIOBUAX CHEUUAIM3UPOBAHHOW KapAUOXUpypruueckor mnomomu. Hecmorps Ha
PETPOCTIEKTUBHBIN OJHOLECHTPOBBIM JH3aliH HCCIEI0BAHUs, IOJYYECHHBIC JTAHHBIC
CBUJICTEIBCTBYIOT O  KIMHUYECKOW  COCTOSITEIBHOCTH U INEPCHEKTUBHOCTHU
pa3pabOTaHHOTO IOJX0/1a, KOTOPBIM MOXKET paccMaTpuBaThcs Kak d(dexkTuBHas
MOJIETIb ONITUMU3AIMU XUPYPrudeckoro jJeueHus naueHtoB ¢ OI'KMII.

IIpencraBneHHBI KOMILIEKCHBIH METOJ] (JOPMHUPYET OCHOBY JJIs JAJIBHEHIIETO
BHEJIPEHUS U MACIITAOMPOBAHUS B HAITMOHAILHON KIMHUYECKOW MPAKTUKE U CITY>KUT
HAay4YHOU 0a30¥ ISl MPOBEACHHS MOCIEAYIONUX MPOCIEKTUBHBIX KOHTPOIUPYEMBIX
HCCIICIOBAHUM, HANPABJICHHBIX HA YTOYHCHHE BKJIAJa OTAEJIBHBIX KOMIIOHEHTOB
pa3paboTaHHOIN XUPYPTUUECKOM CTPATETHH.

3.4 AnroputM npuMeHeHHUsI Pa3padOTAHHOI0 KOMILIEKCHOT0 MeToaa /s
HCII0JIb30BAaHHUS B PAMKAX PeaJIbHON KINHUYECKOH NMPAKTHUKHU

B pamkax BBINIONHEHUS YETBEPTOM 3aJadyd AUCCEPTAMOHHON pPadOThl ObLI
pa3paboTaH KIMHUYECKUA aITOPUTM MPUMEHEHHS] KOMIUIEKCHOTO MOAXOoAa Uit
[alMEeHTOB c 00CTPYKTHUBHOM TUTIEPTPOPUUECKON KapIMOMUOIIaTHEM,
MPEIHA3HAYECHHBIN 11 BHEAPEHUS B PEATIbHYIO KIMHUYECKYIO IPAKTUKY.

Ha ocHoBaHuM pe3ynbTaToOB HCCIENOBAHUS OBUIA BBIJAEICHBI KIIOYEBbIC
KOMITOHEHTBI, OITPEACIISIIOLINE UCXO/T JICUEHUS: MOP(POreHETUYECKUE METOIbl OLICHKH,
peaonepanuoOHHas MPT-naBuranusi, HCITOJIb30BAHUE aJIalITUPOBAHHOTO
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XUPYPrUYECKOro peTpakTopa U MaAsIiuid METOA IJIMKAaUUU s Koppekuuu SAM-
CUHApPOMA MPHU TPAHCAOPTAIBHOMN CENTaTIbHON MUOIKTOMHUU. DTH KOMIIOHEHTHI OBLIU
00BeMHEHBI B KOMIUIEKCHBIN MOJX0J, 00€CIeUNBAOIINI NHANBUAYATU3UPOBAHHOE
IJIAHUPOBAHKUE BMEIIATEIbCTBA U MOBBIILIEHHE TOYHOCTU XUPYPTUYECKON TEXHHUKHU.

Pa3paboTaHHbIi adrOpUTM BKIIOYAET TPU B3aUMOCBA3aHHBIX HAIIPaBICHUS:

1. orGop mamuMeHTOB C YYETOM KIWHUYECKUX KPUTEPUEB U IUIAHUPOBAHUE
XUPYPru4ecKoro BMEIIaTeIbCTBA C PYTUHHBIM Ucnojib3oBaHueM MPT-HaBuranuu;

2. ONTUMM3ALUSA XUPYPrUUYECKOM TEXHMKH CENTaJbHOM MHUOIKTOMHUH C
MPUMEHEHUEM CIEUUATU3UPOBAHHOTO PETPAKTOpa M METOJA TOYEHYHOW IUIMKALUU
nepeaHe CTBOPKU MUTPAIBHOTO KIIAMaHa;

3. moclieonepanoHHbIN MOHUTOPUHT KIIMHUYECKUX pe3ynbTaTOB
KOMIIJIEKCHOTO XUPYPTUYECKOI'0 METO/Ia;

4. MopdoreHeTHnyecKuil aHanu3 u (popMupoBaHUE IPYIIN PUCKA.

Cxema anroputMa npejicTaBieHa Ha pucynke 29.
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Pucynok 29 — AnroputM npumMeHeHus1 pa3pad0TaHHOTO KOMITJIEKCHOTO METO/1a

Ha nepBoM oarane anroputmMa MNPOBOAMTCS  KOMIUIEKCHAs  KIIMHUKO-
VHCTPYMEHTAJIbHAS OLICHKA MMAIMEHTAa, BKJIIIOYAKOIIAasl aHAIU3 CUMIITOMATUKH, JaHHBIX
sxokapauorpaduy M MoKas3aTelield TpaJueHTa JaBJICHUS B BHIBOJHOM TPAKTE JIEBOTO
KEITyJ0UuKa, a TakkKe OLEHKY dS(PQPEeKTUBHOCTH MPOBOJAMMON MEIMKAMEHTO3HOMN
Tepanuu. Ha OCHOBaHMY COBOKYITHOCTH KIIMHUYECKUX U UHCTPYMEHTAIBHBIX JaHHBIX
OCYILIECTBIISIETCS UJICHTU(PUKAIUS MAIMEHTOB C JIEKAPCTBEHHO-PE3UCTEHTHBIMU
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(popMaMu OOCTPYKTUBHON TMIEPTPOPUUECKON KapAUOMUONIATUH, KOTOPHIM IMOKA3aHO
XUpypruyeckoe JjedeHue. JlaHHBIA H3Tanm ajaropurMa HaNpaBi€H Ha JeTalbHOE
MpeaonepalioHHOe  IUIAaHUPOBAaHWE  BMENIaTeNbCcTBA. B cOOTBETCTBUHM €
knHndeckuMu pekomernamusamu ESC (2023), MmarHUTHO-pe30HAHCHAST TOMOTpadust
ceplilla He SBISAETCA O00s3aTeIbHBIM 3TAllOM MPEIONEPALMOHHOTO 00CIe0BaHUS
nepes1 BBIMOJIHEHUEM CENTaIbHON MUOIKTOMUU U MPUMEHSETCS] TPEUMYIIECTBEHHO B
Clly4astX  CJIOXHOM  aHATOMMM  WJIM  OTrpaHMYEHHOM  HMH(QOPMATUBHOCTHU
sxokapauorpaduu. Bmecte ¢ Tem, B pamMKax HACTOSILErO0 HCCIEI0BaHUSA ObLIO
yCTaHOBJIEHO, 4TO wucnoiab3oBanue MPT mo3Bosnser Oojiee AETaNIbHO OICHUTH
Mopdororuyeckue 0COOEHHOCTH MEXOKEITy 10YKOBOM EPErOpOIKH,
IPOCTPAHCTBEHHOE B3aMMOOTHOILIEHWE CTPYKTYP BBIHOCSIIETO TpakTa JIEBOTO
KEIyZIoUKa, a TaKXKe XapakTep rumneptpopuu mMuoxkapaa. ITo, B CBOIO OYEpPE.b,
crocoOCTByeT 0osiee TOYHOMY IIPeAOINEepalMOHHOMY IUIAaHUPOBAaHUIO O00BEMA U
HanpaBJIeHUss MUOIKTOMUU. [loyueHHble JaHHbBIE MO3BOJSIOT paccMarpuBatbh MPT
KaK TMEepPCHEeKTUBHBIA HHCTPYMEHT ONTHUMHU3ALMUUA XUPYPrUUYECKOM TAKTUKH, YTO
00OCHOBBIBAET 11€J1eCO00PA3HOCTH €ro 0oJiee MUPOKOTO MPUMEHEHHS B KIIMHUYECKON
npakTuke. B cBs3u ¢ 3TUM npejcTaBisieTcsi 000CHOBAHHBIM IIPOBEEHNE MarHUTHO-
pEe30HAaHCHOW  ToMorpaguu  cepAma g JETalbHOM  OLICHKM  aHATOMUU
MEAOKENYI0YKOBOM MEPErOpoKA U MUTPAIBHOIO KiamaHa C 1eJbio (OpMUPOBAHUS
UHAUBUAYATU3UPOBAHHON XUPYPTMUECKOM CTpateruu W OTOOpa MAlMEHTOB ISt
ONEPATHUBHOTO JICYEHUSI.

Bropoii aTan anroputma cBsizaH ¢ peain3auueil Xupypruyeckoro BMEaTeIbCTBa
M HampaBlieH Ha TOBBIIIEHUE TOYHOCTU U OE30MaCHOCTU BBITIOJIHEHUS CENTATbHON
MUOKTOMHUH. Hcronb3oBaHue crHenuanbHO Pa3pabOTaHHOTO XHUPYPrUUYECKOTO
peTpakTopa oOecreuynBaeT ONTUMAIbHYI0 BHU3YyaJU3allMI0 ONEPAIMOHHOTO TOJISA U
pacmiMpsieT  BO3MOXHOCTH  JIOCTyNa K  TUNEPTPOGUPOBAHHOMY  yYACTKY
MEXOKETTYJI0YKOBOM MEPETOPOAKH. JOMOIHUTEIBHOE TPUMEHEHUE METOIa TOYECYHOU
IUIMKAIUU  TIEPeIHeM CTBOPKM MHTPAIBHOTO KJanaHa IMo3BojsieT 3(h(EKTUBHO
KOppeKTHpoBaTb SAM-CHUHIPDOM M CHHXKATh PHUCK OCTAaTOYHOW OOCTPYKIIUU
BBIBOJHOT'O TPaKTa JIEBOTO JKEIIYJ0UKa.

Tperuii sTan anropuTMa HampaBlIeH HA OOBEKTUBHYIO OLICHKY 3(deKTUBHOCTH
IIPEIOKEHHOIO  KOMIUIEKCHOTO  XHPYPrU4eCKOro BMEIIATENbCTBA W CTENEHb
YIIYUIIEHHUs] TEMOAMHAMUYECKUX U KIIMHUYECKUX MTOKa3aTeNIEH.

Ha dgerBepTroM 3Tame NpoBOAUTCS MOJEKYJSIPHO-TEHETHYECKOE TECTUPOBAHUE
MALMEHTOB C LEJIbIO BBISIBICHHS TATOTEHHBIX MYTallUli CAPKOMEPHBIX F€HOB, a TAKkKe
MOCHEAYIOMINI KacKaJHbli CKPUHUHT POACTBEHHHKOB TIEPBOM JIMHHH. OITO
o0ecrieyrBaeT  paHHIOK  WACHTU(UKAIMIO  OECCUMITOMHBIX  HOCHUTEJEH,
(opMupoBaHUE TPYII PUCKA U CO3AHUE PETUCTPA I TOJITOCPOYHOTO HAOIIOACHUS
¥ 0TOOpa MAlMEHTOB HA TAPTreTHYIO TEPAIHIO.

KomniekcHoe npumMeHeHne yKka3aHHbIX KOMIIOHEHTOB 00€CIIeYnBaeT CUCTEMHBIH
M MHOTOYPOBHEBBIM MOAXOJ K JICYEHHIO TMAaIlMEHTOB C OOCTPYKTUBHOMU
TUIepTPOPUIECKOI KapJAUOMHOIIATHEH, UHTETpUpys JTanbl otbopa,
[IPENIONEPAlMOHHOIO  IUIAHUPOBAHUS,  XUPYPrUYECKOro  BMEIIATEIbCTBA U
Ir€HETHYECKOW CcTpaTU(UKAIlMM B €IMHYI0 KIMHUYECKYIO CTpareruto. Peannszanus
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pa3pabOTaHHOTO  ajJropuT™Ma  CIOCOOCTBYET  MOBBIMIEHHIO  TOYHOCTH U
BOCIIPOM3BOJIUMOCTH XUPYPrUYECKOM KOPPEKIMH OOCTPYKLHMH, CHUKEHUIO PHUCKa
WHTpa- W IMOCJIEONEPALMOHHBIX OCIO0KHEHUW, a TAKXKE 3HAYUMOMY YIIYUIIECHUIO
KJIIMHUKO-() YHKIIMOHAJIBHBIX UCXOJ0B.

Kpome TOro, mpemnoxeHHblid Mmoaxoa (OPMHUPYET HAYyYHO OOOCHOBAaHHYIO
OCHOBY JUIsl M3YyYEHHUS TE€HETUYECKOro pa3HooOpas3usi 3a00JeBaHUs, BbISBICHUS
KIIMHUKO-TEHETUYECKUX KOPpENsLUMA U ONTUMHU3ALUU TNEePCOHU(PULIHUPOBAHHBIX
CTpPAaTeTHi BEJCHUs NALMEHTOB, BKIIOYAsl PAHHIOK JUAarHOCTUKY, MPOTHO3UPOBAHUE
TE4YeHHsI 3a00JIEBaHMSI U OTOOP Ha TAPTETHYIO TEPAIUIO.

[IpennoxkeHHbIN aNropuT™M pa3paboTaH C YUYEeTOM YCIOBUH (PYyHKIMOHUPOBAHMS
CHEUATM3UPOBAHHBIX KaPAHUOXUPYPTUUECKUX HEHTPOB U MOKET OBITh HHTEIPUPOBAH
B CYILIECTBYIOIIYIO CUCTEMY OKa3aHHS BBICOKOTEXHOJOTMYHOW METUIIMHCKON OMOILN
nanueHTam ¢ O0CTPYKTUBHOM runeptpoduueckoi kapauomuonarueid. Ero ctpykrypa
oOecreynBaeT MPeeMCTBEHHOCTh JUArHOCTUYECKUX, XUPYPIrUUECKUX U T€HETUYECKUX
ATAIOB, YTO COOTBETCTBYET COBPEMEHHBIM MPHHIUMIIAM MYJIbTUIUCIUIUIMHAPHOTO U
nepcoHU(GUIIMPOBAHHOTO oAXoAa. Buenpenue anropuTMa MO3BOJISIET
CTaHJAPTU3UPOBATH TAKTUKY BEJICHHS U XUPYPrUYECKOTO JICUEHUS JaHHON KaTEropuu
NAlMEHTOB, IMOBBICUTH CONOCTABUMOCTh KIMHUYECKUX PpE3YyJIbTATOB M CHHU3UTH
BapuabeNbHOCTh MpPUHMMAaeMbiXx  pemieHudl. Kpome Toro, paspaboTaHHBIN
KOMIUIEKCHBIM TOJIXO0J 00JialaeT BBICOKOM BOCHPOU3BOJAMMOCTBIO M MOXET OBITh
MacIITaOMpoBaH M aJalNTUPOBAaH [UIsl MIMPOKOrO TPUMEHEHHs] B KIMHUYECKON
IPAKTUKE Pa3INYHBIX KAPAHUOXUPYPTHUECKUX LIEHTPOB.
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SAKVIIOYEHUE

OO6cTpykTuBHas runeprpoduueckas kapauomuonatust (OI'KMII) npencrasnsier
co00lil 0IHO M3 HauboJiee CIOKHBIX 3a00J€BaHUN B COBPEMEHHOHN KapAHOJIOTHUU U
KapJIUOXUPYPrUHU,  XapaKTEPU3YIOIIEECs  BBIPAXEHHOH  MOPGOJIOTUYECKOU U
F€HETUYECKON T€TEPOreHHOCThIO, a TAKKE BapUAOEIbHOCTHIO KIIMHUYECKOT'O TEUEHHUS.
HecMmoTpss Ha 3HAUUTENBHBIA MPOrPecC B MOHHUMAHWUU MOJIEKYJISIPHO-TEHETUUYECKUX
MEXaHHU3MOB 3a00JIeBaHUS U COBEPIIICHCTBOBAHUU XUPYPTrUUECKUX METOIOB JICUCHHUS,
BOIIPOCHI ONTHUMAJIBHOTO OTOOpa MAaIMEHTOB, MPEIONEPAIMOHHOTO TIJIaHUPOBAHUS,
WHJUBUIYaJTU3allMd  XUPYPTUYECKOM TAaKTUKUM U  TIOBBIINICHUS OE30MacCHOCTU
BMEIIATEIbCTB OCTAIOTCA aKTYaJIbHBIMHU.

Henpro HACTOSILETO UCCIIEJOBAHNs  SIBWJIOCH COBEPILICHCTBOBAHUE
XUPYPrUYECKOT0 JICYEHUS TAlUEHTOB C OOCTPYKTHBHOW runeptpodudeckoit
KapJuoMuonaTueu, pepakTepHbIX K METUKAMEHTO3HOM Tepamnuu, MyTeM pa3padoTKH,
BHEJIPEHUS U OIEHKH A(PGHEKTUBHOCTH KOMIUIEKCHOTO TMEPCOHATM3UPOBAHHOTO
MOJX0/1a, BKJIFOUAIOIIETO MOP(OTCHETUYECKHE XapaKTEPUCTUKH, MPT-
OPUEHTHUPOBAHHOE npeaonepaluoHHOE KapTUPOBAHUE MEXOKETYI0YKOBOM
NEePEropoIK1, UCTI0JIb30BaHUE CIEIUATIM3UPOBAHHOTO XUPYPrUUECKOTO pETpaKTOpa U
MIAASIIUX PEKOHCTPYKTUBHBIX METO/I0B KOPPEKIIMA MUTPAJILHOTO KJlalaHa.

Jlns  peanuzanuu  [EA  UCCJIEAOBaHUA OBbUT MPUMEHEH KOMIUICKCHBIN
MHOT'O3TaIHbIA HCCIIEI0BATEILCKAN MTOJXOI.

B xone BbImonHeHWs TEpBOM 3adauud MpPOBEAEH MOP()OIOTHYECKUN aHaIu3
MUOKapauaabHoU TkaHu y nauueHToB ¢ OI'KMII ¢ yuéToM nx reHeTUH4ecKoro craryca.
[lony4yeHHble JaHHBIE MTOKA3aJIH, YTO CTPYKTYpa MHOKap/ia MpU JaHHOM 3a00J1eBaHUHU
CYILIECTBEHHO 3aBUCHUT OT HAJIMYUS U XapaKTepa F€HETUYECKUX MyTalluil. Y NaleHTOB
C BBISIBJICHHBIMHM MYTallMsIMU CAPKOMEPHBIX I'eHOB (B yacTHOCTU, MYH7) oTmMeuanuch
BBIDAXKCHHBIE NPHU3HAKU  JE30pTaHU3allMd  MHUOKApJa, BKJIOYas XaOTHYHOE
pPaCIoONIOKEHHE KapJAHOMHOIMTOB, (HOPMUPOBAHUE MEXKMBIIICUHBIX MOCTHUKOB,
BBIPQKEHHBIN TOMUMOPPU3M siIep U HaApYIICHUE APXUTEKTOHHUKH MBIIIEYHBIX
BOJIOKOH. JIisi 3TUX TAIMEHTOB TaKXe OBUIM XapaKTepHbl MeTaboInMdecKue
W3MEHEHHUSI, TMPOSBISABIIMECS TNEPUHYKICAPHBIM HAKOIJICHUEM TIJIMKOTeHa W
dbopMHUpOBaHMEM TOHKOBOJIOKHHCTOTO TEPUBACKYISIPHOTO U TEPHUIEIUTIOIIIPHOTO
KapJIMOCKIIEpO3a MO TUITY CETYATON CTPYKTYPHI.

OcoOb1ii  Mopdonornueckuii  (GeHOTUNm ObUT  BBISIBIECH Y TMAIMEHTKH C
koMOuHupoBanHsiMu MyTarusiMu MYH7, GLA u PRKAG?2, y kotopoii Habmt01amuck
BBIpaKEHHAsA CTPYKTypHas  Jle30praHu3alus MHUOKapJa, rpyOOBOJOKHHUCTBIN
KapJIMOCKJIEPO3, a TAKXKE XapaKTEepPHbIE «IbIpYaThiey sApa KapAUOMHUOIMTOB, YTO
MOXET OTpakaTh META0OJINYECKUE HAPYIICHUS SHEPTETUUECKOTr0 0OMEHA B MUOKap/E.

B n0poTHBOMONOXKHOCTE ATOMY Yy MAallMEHTOB ©0€3 BBISBICHHBIX MYyTallUi
CTPYKTypa MHOKapAa COXpaHsula OTHOCUTEIbHO YHOPSAOYECHHYIO apXUTEKTOHHKY.
'ucTonoruyeckass KapTMHA  XapaKTepu30Ballachb YMEpPEHHOW  rumeptpodueit
KapJIUOMUOLIUTOB, OTCYTCTBHEM BBIPAXKEHHOTO SIEPHOTO mnoiauMopduzmMa U
dbopmupoBaHueM TpyOOBOJIOKHUCTOTO OYaroBOTO KapAHOCKIEPO3a, BEPOSTHO
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CBSI3aHHOTO MPEUMYIIECTBEHHO C TE€MOJMHAMUYECKUMHU WIA HUIIEMHYECKUMU
MEXaHU3MaMH.

B Pecnybnuke Kazaxctan B HacTosiliee BpeMsi MPOBEACHUE T€HETHYECKOIO
uccnenoBanns y naupeHToB ¢ OI'KMII He sBnsiercs pyTMHHOW IpOLIEAYpOM, YTO
OTpaHUYUBACT IJIAHUPOBAHHUE MEPCOHATU3UPOBAHHON Tepanuu, BBHIOOPKY TPYIIIIHI
pUCKa W3 JIMHUU POACTBEHHUKOB M CO3/1aHME HAUMOHAIBHBIX PETHCTPOB, KOTOPHIE
MPU3BaHbl CIIOCOOCTBOBAThH JIy4YllIEMY KOHTPOJIO B TPyNIE pUCKA JI0 Pa3BUTHUS
KIIMHUYECKUX MPOSIBICHUN 3a00JIeBaHUsI.

[lonyueHHble B Xo0A€ MOP(POTreHETUUECKOTO HCCIEIOBAHUS  PE3YJIbTaThI
MOATBEPKIAIOT, YTO MOP(OTOTHUECKUE MATTEPHBI MUOKAp/ia MOTYT paccMaTPUBATHCS
KaK  KOCBEHHBIE  MapKepbl  T'€HETUYECKH  JICTEPMHHUPOBAHHBIX  (opMm
rUnepTpoPuIecKod KapJUOMUONATUM YW MOTYT JIOMOJHATH KIMHUYECKYIO H
MOJIEKYJISIPHO-TEHETUYECKYIO JTUAarHOCTUKY 3a00JeBaHMs. HNuterpanus
MOP(OJIOTHIECKUX, KIIMHUYECKUX U TeHETHUYECKUX JIAaHHBIX UMEET BaXKHOE 3HAUCHUE
JUIS cTpaTu(UKaIMKM pUCKa, paHHETO BBISBIICHUS HACJIEICTBEHHBIX (hOpM 3a00JIeBaHUS
u (GOpMHUPOBAHUS TEPCOHATM3UPOBAHHOW CTpATErWU BEJCHUS TMAIMEHTOB M HX
POJCTBEHHUKOB.

B pamkax BTOpo# 3amaum OblUT pa3paboTaH HOBBIA CHOCOO TpaHCAOPTAILHOM
IJTMKAIMU ceTMEHTa A2 miepe/IHe CTBOPKU MUTPAILHOIO KJlalaHa, HallpaBJICHHBIN Ha
KOPPEKIUIO CUCTOJIMYECKOTO MEPETHETO JABUIKEHUS CTBOPKH MUTPAJIBHOTO KjlalaHa
(SAM-cunapoma), SIBISIONICTOCS OJHUM M3 KITFOUEBBIX MEXaHM3MOB OOCTPYKIIUH
BBIBOJIHOT'O TpakTa JeBoro xenynouka rnpu OI'KMIL

[IpennoxkeHHass METOAMKA OCHOBAaHA Ha TOYEYHOW PENYKIUU YIJIMHEHHOTO
ydacTKa mepeHel CTBOPKH MUTPAIBHOIO KilarnaHa ¢ (POpMHUPOBAHUEM TYIUTUKATYPHI,
YTO TMO3BOJIIET CTAOWJIM3UPOBATH JIMHHUIO KOANTAaIlMM CTBOPOK M YMEHBIIUTh HX
CMelIeHne B 00JacTh BBIBOJHOTO TpaKTa JIEBOrO jKelyaodyka. KiumHudeckas
anpoOarusi MeToa mokasana ero 3Qp¢GeKTUBHOCTh B ycTpaHeHun SAM-cuHapoMa u
3HAUYUTEIBHOM  CHIDKEHWUM  MUTPAJIbHOW  peryprutanuu  0e3  HapylleHus
(GYHKIIMOHAIBHON MOJHOIEHHOCTH MUTPABHOTO KJIalaHa.

[Tonyyennsie 3XokapAauorpapuyecKkue JaHHbIE CBHUACTEIHCTBOBAIN O MOJIHOM
ycTpaneHun SAM-CHHIIpOMA, CHUKEHMHM CTEIEHH MUTPAIbHON pEeryprutanuu 10
MHUHHUMAaJIbHBIX 3HAYEHUII M BBIPA)KEHHOM YMEHBIIEHWU TpaJUCHTAa HaBJICHUS B
BBIBOJJTHOM TpAKTE JIEBOTrO kenynouka. [IpenmyiiecTtBoM pa3paOOTaHHONW TEXHUKH
ABISACTCS €€ OTHOCHUTENbHAss NPOCTOTA, BOCHPOU3BOAUMOCT M BO3MOXHOCTH
MIPUMEHEHUS] 0€3 BBINOJIHEHUS CIIOXKHBIX PEKOHCTPYKTHUBHBIX BMENIATEIbCTB Ha
MHUTPAJIBLHOM KIIaMaHe.

B pamkax Tperbelr 3amaum OblT pa3paboTaH U BHEAPEH KOMIUICKCHBIN
XUPYPrUYECKUM Moaxon K JedeHuto manueHtoB ¢ OI'KMII, Bxirovarommi
npenonepanionHoe  MPT-kapTupoBaHue  MEXIKEIIYOOYKOBOM  IEPETOPOJIKH,
WCIIOJb30BaHUE  CIEHHAIBHO  pa3padOTaHHOIO  CENTabHOIO  peTpakTopa H
MPUMEHEHHE METO/1a IUIMKALIMKU NIEPETHEN CTBOPKU MUTPAIBLHOIO KJlalaHa.

Knunnueckas 3 ¢GeKTHBHOCTh MPEMIOKEHHOTO TOAXO0Ja Oblla OIlCHEHa B
PETPOCHEKTUBHON KOTropTe U3 76 MAIMEHTOB C OOCTPYKTHUBHOM rumneptpoduyueckoit
KapJAUOMHUOIIATUEN. AHAJIN3 IIOJNYYEHHBIX PE3yJbTATOB IMPOJEMOHCTPUPOBAI
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BBIpQXKEHHOE YJIYUIIEHHE TeMOJMHAMUYECKUX M KIMHUYECKUX IMOKa3zaTelied mociie
XUPYPru4ecKoro BMENIaTeIbCTBRA.

CpenHuii rpaJueHT J1aBJICHUS B BBIBOJJHOM TPAKTE JIEBOTO JKENyA0UKa CHU3UJIICS
Ha 70% ot ucxoaHoro mnokazarens 40+8 MM pT. CT., YTO CBHUJIETENBLCTBYET 00
3G PEeKTUBHOM YCTpaHEHUU JUHAMUYECKOW oOcTpykiuu. TommmuHa 06a3aabHOTO
oTJieNla MEXOKENY0UYKOBOM MEPEeropoiku ymMeHbiuiaach Ha 48% oT ucxoaHon 25+4
MM, MOJITBEPKasl aJICKBATHOCTh BBIMOJIHEHHON CENTaTbHOW MHUOSKTOMUH.

OTMeuanocr ynydll€eHHE AMACTOJMYECKOTO HAMOJHEHHMS JIEBOTO JKEIYZOYKa,
OTpaXEHHOE YBEIMYEHHEM KOHEYHOI'O JUACTOJIMYecKoro oobéma ¢ 92420 mu g0
115+18 M, a Takxke yMeHbllIeHHe 00bEMa JieBoTo npencepaus ¢ 71+£23 mu go 6118
MUI.

KimHnueckoe cOCTOSIHME MAalMEHTOB TAaKXE 3HAYMTENBHO YIydliniaock. Jlo
omeparnu Bce mamueHThl Haxoaunuch B -1V ¢yHKIMOHANBHOM Kiacce 10
knaccudukarmu NYHA, Torna kak mocie BMeNIATeNbCTBA HU OJMH MAIlUEHT HE
octaBasica B IV (yHKUIMOHANBHOM KJlacce, a y YacTH NAIMEHTOB HaOII0Jano0Ch
ynyumenue 1o Il kimacca.

CyIiecTBEHHOE CHWIKEHHME CTEIEHM MUTPAIbHOM PETypPruTalid  TaKke
noareepxaaeT 3h(HEKTUBHOCTh MPEJI0KEHHOTO XUPYPrUYECKOTO MOAX0/a: MOocie
onepanuu y 92% mnanueHToB perypruTtalius OTCyTCTBOBaJIa TUOO0 COOTBETCTBOBajA |
CTEIEHHU.

[locneoneparionHas BHYTpUOOJbHUYHASA JIETATbHOCTH cocTaBmwia 1,3%, d4to
COOTBETCTBYET TaHHBIM BEIYIIMX MEXKAYHAPOIHBIX KAPAUOXUPYPTHUECKUX LIEHTPOB.
OCHOBHBIMH ~ OCJIO)KHEHUSIMU ~ SIBISUIUCh HAPYLIEHUS IPOBOJMMOCTH, BKIIOYAs
Oyokany neBod BeTBH myuyka [mca (69,7%) W aTpuOBEHTPUKYISIPHYIO OJOKamy
(10,5%), uTo OTpaxkaeT u3BeCTHbIE 0COOEHHOCTH Xupyprudeckoro seuenus OI'KMII.

AHaiu3 BbDKHMBaeMocTH MeToaoM Kammana—Meiiepa NpoaeMOHCTpUpPOBa
OJIarOMPUATHBIN JOJATOCPOYHBIM TPOTHO3 y MAIMEHTOB IOCIE XHUPYPTrUYECKOTO
nedyennsi. OCHOBHas 4acTh HEONArONPHUSTHBIX COOBITUH MPHUXOAWIACH HA pPAHHUU
MIOCJICOTIEPAIIMOHHBIN MEPUOJI, TOT/Ia KaK B JalbHEWIIeM Hab0to1anach craduiabHas
BbIKMBaeMOCTh. CpefHsisd MpOAOJIKUTEILHOCTh BBDKUBAHUS cocTaBuiia 57,3 mecsla,
MIPU 3TOM MeJiMaHa BBDKUBAEMOCTH HE ObLIa JJOCTUTHYTA.

B pamkax yeTBepTOil 3aJaud Ha OCHOBAaHUU IMOJYYEHHBIX PE3YJIbTATOB OBLI
pa3paboTaH KIMHWYECKH alrOpuTM MPUMEHEHHS KOMILIEKCHOTO METOJa JICUCHUS
MAIMEHTOB C OOCTPYKTUBHOW TUNEPTPOPUUYECKON KapAUOMHOIATHCH. AJTOPUTM
BKJIFOYAET JTambl O0TOOpa MAIMEHTOB, MPEIONEPAIMOHHOTO TUIAHUPOBAHUS C
ncnosib3opanueM MPT-HaBuranum, ONTHUMU3aUMA XUPYPTUYECKOM TEXHUKU H
MOCJEAYIONIETO FTEHETUYECKOT0 COMPOBOKACHUS MAIIMEHTOB U UX POJICTBEHHUKOB.

[IpennoxeHHbIN aJITOPUTM o0ecrieunBaeT CHCTEMHBIN 151
WHJIMBUAYaJIM3UPOBAHHBIN OAX0]1 K Xupypruueckomy sedennto OI'KMII, oobennnsis
MOP(OJIOTUYECKYI0, TEHETHYECKYI0 M KIWHAYECKYI0 OIICHKY 3a00JIeBaHUS C
COBPEMEHHBIMU  TEXHOJOTHSIMU MpeaonepPaIMOHHOTO MJIAHUPOBAHUS u
MOJU(DUIIMPOBAHHBIMU XUPYPTHUECKUMH METOAUKAMH.

Takum 00pa3om, pe3yiabTaThl MPOBEAEHHOI'O UCCIEIOBAHUS CBUIETEILCTBYIOT O
BBICOKOW  KJIMHUYECKOM dA(PGEKTUBHOCTM U  OE30MACHOCTU  MPEHJIOKEHHOIrO
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KOMILUIEKCHOTO TMOJX0/1a K XUPYPTrUYECKOMY JICUCHHIO MaIlUEHTOB ¢ OOCTPYKTUBHOM
TUNepTPOPUUECKO  KapAUOMHOIATUEH. Wnterpauus  MopdoreHeTH4ecKoi
IUarHocTukd, MPT-opueHTUPOBAHHOIO MPEIONEPALMOHHOIO IUIAHUPOBAHUS W
MOJU(DUIIMIPOBAHHBIX XUPYPrUUECKUX TEXHOJIOTHMH MO3BOJSET MOBBICUTH TOYHOCTH
XUPYPrU4eCKOM KOPPEKIMH OOCTPYKIIMH BBIBOJAHOTO TpaKTa JIEBOTO KEIyA0uKa,
CHU3HUTH PUCK OCJIOKHEHUHN U yIYUYIIUTh (DYHKIIMOHATBHBIE PE3YJIHTATHI JICUCHUS.

[Tony4yeHHbIE pe3ylabTaThl UMEIOT BAXXHOE HAYYHOE M MPAKTUYECKOE 3HAUYECHHE,
MOCKOJIBKY (DOPMUPYIOT OCHOBY JJIsl JaJdbHEHUIIEr0 Pa3BUTHUS MEPCOHATU3UPOBAHHOM
KapJIUOXUPYPrUU TIPpU TUNEPTPOOUUECKON KApJAUOMUONATUM U MOTYT OBIThH
UCIIOJb30BAaHbl IJI1 COBEPUICHCTBOBAHUS KIMHUYECKUX MPOTOKOJIOB JICYEHHUS
MAIMEHTOB C IAHHBIM 3a00JICBAHUEM.

[lepcrieKTUBHBIMM ~HAMPABJICHUSIMU JAJbHEUIIUX HCCICAOBAaHUN SBIISIOTCS
pacuiupeHue  KIMHUYECKUX  HAONIOACHUM,  TPOBEJACHHUE  MHOTOLICEHTPOBBIX
IMPOCTIEKTUBHBIX HCCIICIOBAHUM, a Takke YIIyOJ€HHOE HW3y4eHHE B3aMMOCBS3U
TEHETUYECKUX, MOP(OJIOTHYSCKUX W KIMHUYECKUX XapaKTePUCTHK 3a00JIeBaHUS C
LEBI0 TAJIbHEHIIICH ONTUMHU3AIMA XUPYPTUUYECKOW CTPATETHUU JICUEHUS MTAIMEHTOB C
OOCTPYKTHBHOM TUNIEPTPODUIECKON KapIMOMHOIIATHEH.

Peanuzanus  ykazaHHBIX ~ HampaBlIeHHH  TpeOyeT  CTPYKTYpPHUPOBAHHOTO
UCCJIE0BATEIBLCKOTO MOX0/1a, BKIIOYAIOIIEro (OPMUPOBAHUE PETUCTPA MAITUEHTOB U
BBHITIOJIHCHUE KaK HaOJIOMATeNbHBIX, TaK W CPABHUTENIBHBIX M TPAHCISAIIMOHHBIX
uccienoBanuid. B 3Toi cBsi3u MOTryT OBITH BBIACJIEHBI CIEAYIOIINE MPUOPUTETHBIE
HaIlpaBJICHUS

1. MHoroueHTpoBO€ MNPOCIEKTUBHOE HCCleAoBaHUE. B pamkax perucrpa
narueHToB ¢ OI'KMII Pecny6nuku Kazaxcran (HUMKuBBb, HHKII) Heo6xomumo
IPOCIIEKTUBHOE KOTOPTHOE HcclieqoBaHue 00béMoM He MeHee 200 ManueHToB ¢
NEPUOJIOM HAONIONCHUS 5 JIET NIl MOATBEPKIEHUS BOCIIPOU3BOAUMOCTH METOJIUKHU
miukanuu cermenta A2 u MPT-kapTupoBanusi.

2. PaHIOMM3MPOBAaHHOE CpPAaBHEHHUE IUIMKAIMU A2 ¢ pe3eKIuer—IuInKaluei—
penusom (RPR). ConocraBienue aBTOPCKOWM METOUKH ¢ TeXHUKOM Swistel-Balaram
0 KOHEYHBIM TOYKaM: OCTaTOUHbIM SAM, cTeneHb MUTPAIbHON pErypruTanuu,
MIOBTOPHBIE BMELIATEIbCTBA B TEYEHUE 3 JIET.

3.  HWurerpamusi  T€HETHYECKOrO  TECTHPOBAaHUS B  HAlMOHAJbHBIN
rapaHTUPOBaHHBIA O00BEM OecruiaTHOM MeAauIuMHCKON nomontu. OOoCHOBaHUE
HKOHOMHYECKON d(PPEKTUBHOCTU KACKATHOTO CKPUHUHTA POJICTBEHHUKOB | nuHMU ¢
pacuétom NNS (number needed to screen) u cTouMocTb-3()PEKTUBHOCTH.

4. MopdoreneTndecknue KOppeIsIUA Ha PacCHIMPEHHON BbIOOpKe. M3ydenwme
TUCTOJIOTHYECKUX TATTEPHOB («IbIpUATHIC» SApa, TOHKOBOJOKHUCTHIN (HUOPO3,
MEPUHYKIICAPHOE HAKOIUJIEHUE TJMKOTE€HAa) KaK KOCBEHHBIX MAapKEpOB MyTallUi
MYH7, MYBPC3, PRKAG2 nu GLA y nanueHToB 0€3 JOCTYIHOI'O TC€HETHYECKOTO
TeCTA.

5. Banmupauus MPT-kapTupoBaHust B cpaBHeHUH ¢ 3D-nieyaTHBIMH MOJAEISAMU U
nHTpaonepannoHHo OXOKI'. OrneHka Bkiaga KaXJAOW TEXHOJIOTHMM B TOYHOCTH
IJIAHUPOBAHUSI MUOIKTOMHUHU U B 4ACTOTY SATporeHHbIx aedextoB MIKIIL.
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6. JloarocpouyHasi OLIEHKa CENTajIbHOTO peTpakTopa. BHeapeHue yctpoiicTBa B
mynbTunieHTpoBoe uccaeaosanne (HUMKuBb, HMUIL] um. ak. E. H. Memankuna,
I'Kb um. . B. J[aBBIIOBCKOI0) ¢ perucrpauueil BpEMEH! aopTajJbHOTO MEpexaTus,
YaCTOThl HAPYIICHUN MPOBOAUMOCTH U 00y4aeMOCTH METOJIUKH.

Pe3ynbTaThl, MOJydYeHHBIE B XOJAE IPOBEJACHHONW pabOTHI, MO3BOJWIM HaM
c(hopMyIUpOBATH CJICIYIOIINE BHIBO/BI:

1. I3 dyerbipex MalMEHTOB Yy JABYX reHeTudecku y mnooxurenbHbix (MYH7,
GLA, PRKAG2) BbISBICHO: XaOTUYHOE pPACIOJIOKEHHE KapJIUOMHUOIIUTOB,
BBIpQXKEHHBIH TONMUMOPPU3M  siflep M NPEUMYIIECTBEHHO TOHKOBOJOKHUCTBIM
NEPUBACKYIAPHBIA W  TEPULCIUTIONAPHBIA  Kapauockiepo3. [Ipu  codeTaHHBIX
MyTaIUsAX OTMEUasCsi TPyOOBOJIOKHUCTBIM KapIUOCKIEPO3 U (DEHOMEH «IbIPYATHIX)
sIep KapJIUOMUOIIUTOB. Y TEHETHYECKU OTPHUIIATEILHOTO U KOHTPOJIBHOTO MAIUeHTOB
O0TMEUaJoCh Oonee YIOPSAJOUEHHOE pacnoioKeHue KapJIUOMUOIIUTOB,
rpyOOBOJIOKHUCTBIA OuyaroBbli (uOpo3 W OTCYTCTBHE moauMopdusMa saep.
He3aBucumo OT reHeTHMYecKoro CTaTyca, Y BCEX IMAIlMEHTOB BBISBIISIIMCH MPU3HAKH
runepTpodun u aucTpoduu KapJIUOMUOIIMTOB, a TAaKXKe IMOJOXKUTeIbHas PAS-
peakuus.

2. OnBIT PUMEHEHHUSI TOUYCUHOW TIIMKAIIMU TIepeHEd CTBOPKHU MUTPAIBHOTO
KJIaraHa Jjisg Koppekiuu SAM-cuHApoMa NpH OOCTPYKTUBHOM THUNEPTPOPUUSCKOM
KapJIMOMHUOIIATUH TIOKA3bIBAET, YTO JIAHHBIM METOJ MOXET ObITh d(PHEKTUBHBIM JIJIs
oOJIeryeHrs CUMITOMOB 32 CUYET YMEHbBIIICHUS BhIPaXKEHHOCTH SAM U MUTpalbHON
pEerypruTanuu, OCTaBasiCh MpU 3TOM 0€30MacHBIM C TOYKH 3peHHs (PYHKIIMOHATBHBIX
ucxonoB. Ilponenypa cHHM3MIA TOCIEONEPAMOHHBIM MaKCHUMalbHBIA TpaJuCHT
BBIHOCSIIIETO TPAKTa JIEBOTO Kenyouka (¢ 98 MM pT. CT. 10 15 MM pT. CT.) U CTENIEHb
mutpanbHoil peryprutaiuu (c III crenens 10 0).

3. [IpumeHeHne KOMIUIEKCHOTO XUPYPrHYE€CKOTO MOX0a MPOIEMOHCTPUPOBAIIO
BBICOKYIO KIMHMYECKYIO A(()EKTUBHOCTH: TPAIUEHT B BBIXOAHOM TPAKTE JIEBOTO
xenyaouka cHuzwics ¢ 40 £ 8 1o 12 = 4 MM pT. CT., TOJNIMHA MEXKETYT0UYKOBOM
neperopoaku — ¢ 25 £ 4 1o 13 + 2 MM, JOCTUTHYTO 3HAYUTEIbHOE () YHKITMOHATBHOE
ynyumenue (93,3% mamuento nepeuuid Bo II kmace mo kmaccudukamuun NYHA
Mocjie ornepalyu), MocjeonepaloHHas JeTaIbHOCTh cocTaBmwia 1,3%; obmas — 4
CiIy4asi B paHHUE CpOKU. KyMyIATHBHBIN PUCK JIETanbHBIX cOObITHH - 0,05; cpenuss
BbDKHUBaeMocTh - 57,3 mecsana (95% AN 54,8-59,9), meauana He AOCTUTHYTA, YTO
YKa3bIBa€T Ha OJaronpusTHbIE OTAAJIEHHBIE PE3YIbTATHI.

4. Pazpaboran u HaydHO OOOCHOBaH airoputM otOopa marueHToB ¢ OI'KMII,
OCHOBAHHBIN Ha COBOKYMHOCTH KJIIMHUKO-UHCTPYMEHTAJIbHBIX U MOP(HOre€HETUYECKUX
KpUTEPHEB, TMO3BOJSOMUNA 3(PheKTuBHO CTpaTU(OUIMPOBATH MANMEHTOB TIO
0’KHMJIa€MOU pe3yIbTaTUBHOCTH XUPYPTHUECKOTO BMEIIATEIbCTBA U 00ECIIEUNBAOIIU I
peanu3aluio MepCcoHaATU3UPOBAHHOTO MOAX0/1a B KIMHUYECKON MPAKTHKE.

92



NPAKTUYECKHUE PEKOMEH/JIAIIUU

Ha ocHOBaHMM TIOJIy4YEHHBIX pE3yJbTATOB MpPENJIAraroTCs  CIEAYIOIINE
HaIlpaBJICHUs] COBEPIICHCTBOBAHUS XUPYPrHYECKOr0 JICUEHHUS] OOCTPYKTHBHOMU
runepTpoPpuyeckol  KapAMOMHUONATUM Yy  TNALUUMEHTOB,  pePpPaKTEepHbIX K
MEIUKAMEHTO3HOMN Tepaliuu.

1. PexomeHayeTcs BHEIpPEHUE KOMIUIEKCHOTO JAMArHOCTHUYECKOrO MOAXOAa Y
nanpeHToB ¢ OI'KMII, Bxmrouaromero: mnpenomnepaunoHHoe MPT-kaptupoBanue
MEXOKEIYJOYKOBOM MEPEropoAkd W MUTPAIBHOIO amnmapara, Ipd HaJIU4HUH
BO3MOXKHOCTEH — MOP(GOTreHETUYECKHE UCCIEOBaHUS.

2. Ilpu muaHupoBaHUU XUPYPTUYECKOTO BMEIIATEIbCTBA CIEAYET YUUTHIBATH
UHAUBUAYaJIbHbIE aHATOMO-(QYHKIMOHAIbHBIE OCOOEHHOCTH MEXKEITYJOUYKOBOU
NEPEropoAKd U MUTPAIIBLHOTO KJIallaHa, ONpEeesonne 00bEM U TAKTUKY CENTAIbHON
MUODKTOMHH.

3. Ilpu nanmuuuu SAM-cunapoma 1enecooopa3Ho paccMaTpUBaTh BHITIOJHEHHE
TPaHCAOPTAIBHON IMJIMKAIIMK MUTPAJIBHOTO KJanaHa Kak 3()@QEeKTUBHOIO METOa €ro
KOPPEKLIHH.

4. Pexomenayercs  NpUMEHEHHE  KOMOMHUPOBAHHOTO  XUPYPTrUUYECKOTO
NO/AXO0/a, BKJIIOYAIOMIETO CENTAIbHYI0 MHUOAKTOMHIO B COYETAHUHU C KOppEKUUEn
MUTPAJILHOTO KJarnaHa (B TOM 4YHCIIEe TPaHCAOPTaIbHOM IUIMKAIUeN) y MalMeHTOB C
BBIpaXXEHHBIM SAM-CUHAPOMOM.

5. B ximHMYecKyi MNpakTUKY Ieaecoo0pa3Ho BHEIpPEHHE pa3padOTaHHOIO
anroputMa oTOOpa MAIMEHTOB Uil OMpEeNeieHHUs IMOKa3aHUN K XUPYPrUYeCKOMY
JICYEHHIO U BHIOOPA ONTUMATBHOM TAKTUKU BMEIIATEIHCTRA.

6. Jlia  moBbIIeHHMs ~— O€30MAaCHOCTH  XUPYPTMUECKMX  BMELIATENhCTB
PEKOMEHIyeTCs UCII0JIb30BaHUE CIEUHUATIN3UPOBAHHOTO XUPYPTUYECKOTO
UHCTpYMEHTapusi (B TOM YHCJE CENTaIbHOTO pPETPaKTOpa), 0OECTeUnBAIOIIETO
yIIy4YIIEHUE BU3yAIN3alMK ONEPALIMOHHOTO MOJISI U TOYHOCTH PE3EKIUU.

/. PexomeHayeTcs opraHuzanuss MYJbTHAUCUUILIMHAPHOTO  KOHCUJIMyMa
(xapauoJior, KapAUOXUPYpPr, COCHUAIUCT JTYYEBOM TUAarHOCTUKH) IIPU NIJIAHUPOBAHUU
XUpypruueckoro jeueHus naueHToB ¢ OI'KMIL
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Haunmenoranuue MPenIOMKeHHMA! «CenransHeii PETPAKTOP»

PaGora BKJiOueHa w3: JOKTOPCKOH jiuccepramuontolt paborer «Xupypruueckoe NedeHue
OGCTPYKTHBHON rHNEPTPOhAYECKON KAPIHOMAOTIATHIY

Dopma BHEIPEHAN: HHHOBAUHOHHLIN XMPYPrudeckuil HHCTPYMeH

OTsercTBennbI 32 BleIPEHNE, WCNOIHRTENB(H): 3 JKaxaes M. A.

¢

SfpdexTHBHOCTD BHEAPEHHA: TPEAOTBPALICHHE PA3THUHEIX ONEPAUMOHHBIX OCIONHEHHH H
HOCTIDKEHHE HAMTyqnIuX KIMEHYECKHX PE3Y/BTATOB XUPYPIHYECKOTO IedcHAs 0OCTPYKTHBHOR
THIEPTPODHIECKON KapAXOMHEONATYH; NOBLIIEHHE 3QHEKTUBHOCTH XUPYPru9ecKodl TEXHHKH
TPaHCAOPTAIMBHOMN CENTANLHONR MHOSKTOMEH

Hpennoxemmn, SaMECHARMA YUIPESKACHKA, OCYINECTBISIONEre BHEADECHAS. HET

Cpox saenpenns: 2023

Iipencesarent KOMHCCHN: Kaiibynnaesa JI. A.

Tyneyraes P. M.

A
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£
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9

wesoautens Oraena CP u OMP AGnuxannes H. A.
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HNPUJIOKEHUE E

AKT

BHeaApeHust MPT-kapTHPOBaHHS MexOKey104KOBOIH neperopoaKH

HaumeHoBanHe opraHmsaluM, rie BHeapsiercsi pabora AO «Hayuno-uccnenosarensckuit
HHCTHTYT KapAHOJNOIHH U BHYTPEHHHX GoJies3Hel»

Hanmenosanme npennoxkenns: cnoco6 kaprupopaus MEXOKEITy IOUKOBOM T1eperoponKu

PaGora BkaoYeHa n3: AOKTOPCKOM MCCEPTALIMOHHOM paboThl « XHPYPrUdyecKoe nedeHHe
OGCTPYKTHBHOM runepTpoduyecKoit KapuOMHOMaTHH»

@®opma BHeapeHMs:  Croco6 J00NEePALMOHHON  MEPCOHATH3HPOBAHHOH IHArHOCTHKH
rHnepTpoduIecKo KapAHOMHONaTHH ¢ ToMombI0 MPT

OTBeTCTBEHHBIH 32 BHeJIpeHHE, MCIIOJTHHTEIb(H): /// XKaxkaes M. A.

3¢ PeKTHBHOCTE BHEAPEHMUSI: CHINKAET TEXHHYECKYIO CII0KHOCTD CENTATHON MHOIKTOMHH,
PHCK PasBHTHS ATPOrCHHOTO Ae(eKTa MeXOKeNTy I0UKOBOH NEPEropoaKH, O3BOJIAET IPOU3BECTH
PAMKANBHYIO CENTANBHYIO MHOIKTOMHIO, IOBBIIIAs KIIMHHYECKYIO 3¢ dEeKTHBHOCTE
XHPYPIrHYECKOT0 JICYEHHS

Ipennoxenns, 3aMe4aHus yUPEXKICHHS, OCYIIECTBISIONMEro BHEAPEHHE: HET

Cpoxk BHeapenus: 2023

«Kapawonorua
MIHC HUKI dypysap
FouUIImM-3epTICy

MCCACR0BATENSCRIA
MHCTUTyT

W Ry T mmux
b./lnnul

IIpeacenarenp KOMHUCCH KatiGynnaesa JI. A.

Yienp! (0TBETCTBEHHbIE 32 Bueupelme): %/ﬁ/_' Tyneyraes P. M.

Xakaes M. A.
/ #

®.H.0, noanuce, M.IL

CornacoBano; (ﬂﬁl@t
Pyxosomurens Otnena CP u OMP : ) A6nukanues H. A.

OrBercTBEHHBIA 1O PErHONY, OPraHH3IAUNH
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HNPUJIOKEHHUE XK

A KT

BHEAPEHHA CNocola MIHKAUHM nepemleﬁ CTBOPKH MHTPAJILHOIO KJjanaHa

Hanmenosanne opranmsauum, rae sHeapsiercs pabora AO «Hayuno-nccnenosarensckuit
HHCTHTYT KapAHOJIOrMH M BHYTPEHHUX Goste3neit»

Hanuenonanne NPeNIOKEHHNA: TUTHKALMH nepezu{eﬁ CTBOPKH MHUTPAJIBHOTO KJIallaHa

PaGora Bkmovena u3: AOKTOPCKO# MCCepTaLHOHHOM paGoTh! « XMpPYprudeckoe jJedeHne
OGCTPYKTHBHOM runepTpoduyeckoit KapJIMOMHOMATHH»

®opma BHEAPEHHN: XHDYPrUYECKMH CIOCO6 MIMKALMM YUIMHEHHOM mNepeaHeli CTBOPKA
MHTPAIBHOIO KJianaH

OtsercrBennblii 3a BHEIpeHHe, MCIOJNHHTEIb(H): g/ XakaeB M. A.

¢ dexTHBHOCTL BHEAPEHHSI: yCTPaHSET SAM-cunapOM, yiy4IIaeT KOONTALHIO CTBOPOK
MHTpPAJIbHOIO KilanaHa, i He BBI3BIBAET Pa3HOTO poJia €& AUCHYHKLHIO B OCIEONEPAHOHHOM
TI€pHOZIC, MIO3BOJIAET NOCTHYb HAWIYYIIMX KIHHHYECKHX PE3y/IbTATOB XHPYPrHYECKOTO JIeUeHHAS
TNAIHEHTOB ¢ 06CTPYKTHBHOK rHNepTpodHIecKoi KapaHMOMHONATHEH

I[pewlo:lcenun, 3aMevaHus yYpeKaeHHsl, 0CyIeCTBIISIOMEero BHEAPEHHE: HET

l‘MﬂAYI‘l,I K
o922 7

Cpoxk BHenpennsi: 2023 s
WIHE KuKi aypyNap
fBUABIMN-ICPTIRY

ps MHCTHTYTBIY

2| —
waymo-

MCNCADBATNBEKHA

N e 78
b Yo - :,‘: Y

.xq

IIpeacenarenp KoMucc KaiiGynnaesa JI. A.

Yienn! (0TBETCTBEHHDIE 32 BHEAPEHHE): Tyneyraes P. M.

. XKakaes M. A.

OrBercTBEeHHBIN 10 PErHoOHY, OPraHU3ALHH

®.H.0, noanucs, M.IL

CoraacoBano;

Pykosomutens Otaena CP u OMP C A6auxanues H. A.
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HNPUJIOKEHUE U

A KT

BHEPEHHS XHPYPruieckoro HHeTpyMmenta «CentajabHbiil peTpakTop»

Haumenosanne opranmsaumm, rae BHeapsiercs pabora: AO «Hayuso-nccnenoparenbckuit
MHCTHTYT KAPAHOTOTHH M BHYTPEHHUX GosesHeit»

Hanmenosanue npennoxenusn: «CenransHbiit perpakropy

PaGora BmOweHa u3: nokropckoit AHcCepTalMOHHON paboTel «XHUpyprudeckoe nedeHue
o6eTpyKTHBHOM runepTpoduyeckoit KapAHOMHONAaTHUHY

®opMa BHEAPEHHS: HHHOBALMOHHbII XHPYPrHYECKH HHCTPYMEHT

OrsercrBennbIii 3a BHeApeHnue, HCNOJHHTENb(H): 7/ Xaxae M. A.

IPPeKTHBHOCTL BHEAPEHHSN: NPENOTBPALIEHHE Pa3IMYHBIX ONEPAlHOHHBIX OCIOKHEHHH H
AOCTIKCHHE HAMITYYUIMX KIHHAYECKUX PE3YJIBTATOB XHPYPrHYECKOroO JIEYeHHsS 06CTPYKTHBHOM

THNEPTPOQHIECKON KapIMOMHONIATHH, MOBBILICHUE 3} (DEKTHBHOCTH XHPYPrHYECKOH TEXHHKH
TPaHCAOPTAILHON CENTAILHON MHO3KTOMHHU

Ilpezuloxcennﬂ, 3aMCEYaHHA YYpPeKACHHS, OCYIIeCTB/IAIOMEro BHEAPEHHE: HCT

pok BHeapenus: 2023
C H npe 20 «Kapawonorua
MIHC ik dyrynap
FoUImimu-3epTTey
MHCTHTY TR

«Hoyuwo-
MECACAOBaTENLCS

IIpencenarens KoMHcCH KaiiGysnaesa JI. A.

¥ ONYTPeNHUX
A2amedn

Ynens! (0TBeTCTBEHHbIE 32 BHEAPEHHE): €yTaes P. M.

XKakaes M. A.

7
/

OrBercTBeHHBIA 110 PErHOHY, OPraHH3ALMH

®.HU.0, noanuce, M.IL

CornacoBano; 3

Pykosourens Ornena CP u OMP \/ﬂu AGnuxamues H. A.
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IHPUJIO’KEHHUE K

I'eHeTHYeckasi XapaKTepUCTHKA CAPKOMEPHBIX FeHOB NMPHU TMNePTPOPUIECKOl KapAMOMHUONIATHH

Tabmuma K.1
YacroTa D
I'en (%) Tun BapuanToB | MexaHusm JeOrot me;(;il; Qun ggj%;(ylmnﬂ Puck BCC [Ipumeuanus
1 2 3 4 5 6 7 8 9
BapuaGenpHas
T"ammonemoct BapuaGenbnasi; HCPII)CT AHTHOCTL:
Houcenc aTOTHOCTR Tlo3auu Hacto HCHOJ‘III){aSI 3Kcnpéccm[
MYBPC e (moreps yMepeHHast
30-40 frameshift, 1 (40— VYmepenHas YmepeHHbIi HOCHUTEJIEH;
3 - byHKIIUN ( aCUMMETpUYHAas p p M ’
CIUTAiCTHTOBBIC 60 ner) HauOoJiee yacTas
Oemca THIepTPOGus MIpUYMHA CEMENHON
cMyBP-C) MOKTT rlf<Mn
Tokcnueckuit
gain-of- Bripaxxennas Bbonee arpeccuBHoE
. . | acUMMeTpu4Has TEYCHHUE;
Muccenc function Pannwnit CHIEDT (?(1)1/1;{ Yacras MAH (beéTpaaH;;'H
MYH7 20-30 (momuuupyromu | (mapymenue | (20-40 PP (BBICOKHUH Bricokuii T,
&) MK er) MXII, IBTIIK) BBICOKAs YacTOTa
AKTOMUOSIHA muhdysHoe bubprmIIIAIUHA
) pacnpezeneHue npencepauit
MCCOIIMAIINS MEX
Hapymenue . A HHat Y
R YMmepeHnHas unm OdeHb BBICOKUN | CTENEHBIO
3 Muccenc, pery. Bapuabe | MmunumanbHas (Hecopasm. puck | runeprpoduu u
TNNT2 5-10 TPOTIOHMHOBO - Penkas -
JeNenun o JBHBIA | TUnepTpodus MIPU CKYIAHOU puckom BCC —
MXII runepTpodun) KIIOUEBast
KOMILIeKCa
0COOEHHOCTh
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[Iponomxenue Tabnuis K.1

1 2 3 4 5) 6 7 8 9
AccouuupoBas ¢
Hapymenne . o
N aji i ATIKaTbHBINA anmuKaJIbHOU
e ¢denorun ['KMII runeprpoduei;
3aBUCUMOM Bapuabe .
TNNI3 1-5 Muccenc . (npeobnanaer B | Penkas YMepeHHbII HEPEAKO BBIABIACTCS
peryasiuu JBHBIHA
a3MaTCKUX npu OKI-narrepue
TOHKOTO
TIOTTYJTSITIHSIX ) «TUTAHTCKHX)
¢unamenTa
OTpULATENbHBIX T
Hapymenne . Penko BcTpeuaercs
0] pK 1501 Bapuabe (MeLIaHHbIH, I/IS(J)IJ'II/I OBZIl)HHO' MOKET
TPM1 <5 Muccenc YHIH pua yMEpeHHast Penkas YMepeHHbII p ’
TPOTIOMHUO3HH | JTbHBIN coueratbes ¢ JIKMII-
runeprpodus
a dbenoTunom
Hapymenne XapakrepHa
P [IpenmymecTBeH P P
peryasiun CPEIHEKENyI0UKOBAs
HO Cpennexeny
MHO3HWHA Bapuabe . 0OCTpPYKIIHS C
MYL2 <5 Muccenc - CPEIHEXKETyN0Y | TOYKOBAs YMepeHHsbIit
(perynsiTopHa | JIbHBIN o0pazoBaHUEM
" KOBast 00CTpyKIIUS
a1 n€rkas arnMKaabHOTO
runepTpodust
11CT1h ) «KapMaHay
Hapymenue
byHKIIUN YMmepennas
cymecTBeHHO | Bapuabe | runeprpodus . Penxwuii ren; nanHbie
MYL3 <5 Muccenc AN P - pTp (bu ’ Penxas YMepeHHblit : » AL
i nérxoit JIbHBIN CMEIIaHHbII OTpPaHUYEHBI
LETH dbenoTun
MHO3WHA
Hapymienne AnuKalbHBINA
P . . Myranun ACTC1
B3aMMO/ICICT WJIM CMEIIaHHbIN
BUA akTUHA ¢ | Bapuabe | ¢penorur; moxer MOLYT BRISHIBATD KaK
ACTCl1 <5 Muccenc N ’ Penxas YMepeHHbIit ['’KMII, Tak u JJKMII;
MHUO3WHOM U | JTIbHBIN MEePEeKPHIBATHCS
CBS3b C JAeheKTaMu
TPOTIOMHUO3UH ¢ AKMII n HePEroDOIKH
oM JIMITIT perop

112




HNPUJIO’KEHUE JI

Pe3yabTaThl, MOJTy4YeHHBIE B X0€ CHCTEMATHYECKOT0 0030pa

Tabnuua JI.1
Asrop,Tron | ®K mo | ®K  mo | TBTJI |I'BTJI |IBTJI |I'BT | MP >2| MR >| SAM SA 30- Houro | TTocneon | Comyrer
NYHA | NYHA K mo| XK mo | XK JOK | o 2 o M JIHEBH | CPOYH | €pallMOH | BYIOILIHE
- | -V omepar] | omepa | HaOmo | HAON | omepar] | HaOn | omepar] | HAOJx | ast ast Has nporeny
70 HaOmIozIe | MH uuu, N | neane( | woxe | um, N( |romgen | uu, n( |rwae | cmept | cmept | umimiant | pel, N (%
omepar] | Hue, N (| (MM.pT. MM.pT.Cc | HEE, | %) ue, N (| %) HUE, | HOCTb, | HOCTb, | anus )
HuH, %) cT) T) n %) n( n (%) | n (%) | xapauoc
n (%) %) TUMYJISIT
opa, n (
%)
1 2 3 4 5 6 7 8 9 10 11 12 13 14 15
Xupyprudeckasi MUOIKTOMHUS
Vriesendorp | 165 NA 92+39 | NA 83+11 | NA | NA NA NA NA |3 21 29 NA
, 2014 (65%) 9 (1.2% | (8.4% | (11.6%)
) )
Sedehi, 120 26 67.4+4|171 11.2+1 | 171 |43 17 145 104 |5 90 11 NA
2015 3.4 6.4 (85%) | (61 |(2.9% | (52.5 | (6.4%)
%) ) %)
Parry, 2015 | 168 37 (16%) | 64+36 | 211 5+£5 196 | 58 8 NA NA |1 1 12 (6%) | NS
(79%) (28%) | (3.5% (0.5% | (0.5%
) ) )
Song, 2016 | NA NA 78.45+ | 16 3429+ | 16 6 NA 11 2 1 1 1(6.3%) | [IMK
40.16 21.52 (37.5% (69%) | (12. | (6.3% | (6.3% (n=2-
) 5%) |) ) 4), AKIII
(n=1-2)
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[Iponomxenue Tadauust JI.1

1

2

3

8

10

11

12

13

14

15

Vanderlaan,
2017

98
(65%)

NA

67+38

150

11+7

79
(53%)

(5.3%

75
(50%)

(0.7%

NA

8

.

3%%)

Ananus
AKII (n=
65),
XUpyprus
MK (n=
17),
Apyrue
(n=59),
M30JIMpOBa
gHas CM
(n =150)

Lai, 2017

59
(68,6%

)
HA

7 (9%)

76,0 =+

43,52,

86

14.97 £
13.43

77

65
(75.6%

)

NA

NA

NA

(2.3%

(1.16
%)

4

(4.65%

)

ITMK
(37,2%
KJIaCCHKa
MPOTUB
9,3%
Mo U (DI
HWPOBAHHBI

X)

Collis, 2018

NA

NA

71.9+3
9.6

347

13.4+1
8.5

NA

NA
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NA

NA

NA

(1.1%

15
(5.5%

27

(o.

9%)

N3omaupos
anHas CM
(n= 272),
CM +
XUPYPrHst
MK (n=
33), IIMK
(n=22),
XUPYPrHst
MK (n=
20)




[Iponomxenue tadaunst JI.1

115

1 2 3 4 5 6 7 8 9 10 11 12 13 14 15
Kimmelstiel | 352 13 58,0 +|378 NA NA | 127 24 NA NA |3 11 19 (5%) | NA
, 2019 (93.2% | (4.2%) 41,8, (34%) | (6.3% (0.8% | (2.9%
) ) ) )
Kharbanda, | 148 NA 86.0+£2 | 234 13.7+8 | 234 | 42 NA 1 46 23 NA
2021 (59.4% 2.2 A (16.8% (0.4% | (18.5 | (9.2%)
) ) ) %)
Meng, 2022 | 40 NA 77.1+3 | 502 14.65+ | 502 | NA NA NA NA |3 9 2 CM +
(17.5% 4.05 13.18 (0.6% | (1.8% | (0.4%) | AKII (n=
) ) ) 44, 8,8%)
Sun, 2022 0 0 89.1+£3 | 82 16.7+1 | 67 NA NA NA NA |5 3 2 NA
5.7 2.2 (6.1% | (3.9% | (2.6%)
) )
Yang, 2023 | 62 9(10%) |75.3+2 |88 10+5.2 | 88 53 3 36 1 NA NA NA Hckmouén
(70.4% 3.7 (60.23 | (3%) | (83%) | (2%) o
) %) JM3aiHY
Ayati, 2024 | 8 NA 67,7 *|26 133+1 | 26 NA NA NA NA |0 0 11 CM
(30.8% 49,6 1.1 (42%) | (n=26),
) [IMK
(n=23),
CM +I1IM
K (n=53)
Bruscky, 33 5 108,6 £ | 33 246 * |33 21 NA 28 NA | NA 5 8 NA
2025 (100%) | (15.1%) | 49,8 46,8 (63.7% (85%) (15.2 | (24.2%
) %) )
Desai, 2025 | 92 NA 56+10 | 136 9+7 136 |61 9 136 0 0 NA NA NA
(53%) (35%) | (7%) | (100%)
Heeringa, 204 23 (7%) | 61+30 | 335 13+£12 | 335 |31 6 268 28 5 NA NA NA
2025 (61%) (80%) | (8%)




[Iponomxenue tadauust JI.1

1 | 2 3 4 5 6 7 | 8 9 10 | 11 12 13 14 15
TpaHCAIllMKaJIbHAad CCTaIbHasd MUOOKTOMMS Ha pa60Ta10meM cepauc
Sun, 2021 | 156 NA 49,7 £[196 [9.0+14 [NA |NA NA [101 0 2 6 3 NS
(79.6% 40,0 1 (51.5% (2%) (1.5%)
) )
Zhao, Li, | 24 3(7.3%) | 89+4.9 | 41 l6+1.4[41 |32 10 41 1 NA [NA |[NA NA
2023 (58.6% (78%) | (7.3% | (100%) | (2,4
) ) %)
Zhao, 18 3 87.2+5 |28 132+1[28 |28 3 NA NA [NA |[NA |[NA NA
Huang, (64.3% | (10.7%) | .8 3 (100%) | (10.7
2023 ) %)
Fang, 2023 | 27 0 66,5 =+ |47 203x1 |46 |43 1 46 0 1 NA |1 NA
(58,7% 37,9 0.4 (93.5% | (2.2% | (100%) (2.1% (2.1%)
) HA ) ) )
Li 2024 70 0 863+3|120 [163+9|86 |79 6 105 2 1 0 1 ComyTcTs
(58.3% 1.9 6 (65.8% | (5%) | (87.5% | (1.7 |(0.83 (0.83% | yromas
) ) ) %) | %) ) oreparus
HE
3aperucTp
HpOBaHA
Li,  Wei, |50 0 572+2 |61 112+5(61 |42 5 61 2 0 0 2 NA
2024 (82%) 8.6 6 (68.9% | (8.2% | (100%) | (3.3 (3.3%)
) ) %)
Lu, 2024 |56 1(1%) |[67.7+4|105 |[133+6|105 |88 9 91 6 NA | NA |NA NA
(53%) 4.4 7 (84%) | (9%) | (87%) | (6%)
Li, Chen, | 109 NA 71+41.[177 | 143+6[ 177 [118 3 146 6 1 NA |6 NA
2024 (61.6% 5 7 (66.7% | (1.7% | (82.5% | (3.4 |(0.6% (3.4%)
) ) ) ) %) 1)
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[Iponomxenue tadaunst JI.1

1 2 3 4 5 6 7 8 9 10 11 | 12 13 14 15
Zhao, 2025 | 56 1(0.8%) |92.2+4 133 | 18.6+2 |133 |82 2 122 19 [NA [NA [NA NA
(42.1% 0 0 (61.65 | (1.5% | (91.7% | (14.
) %) ) ) 3%)

®K no NYHA, ¢pyaxnuonaneHeli kinace no kinaccudukanuu Hero-Hopkekoii kapauonorndeckoit accoruarmu; I'BTJDK, rpaaneHT BbIXOJHOTO
TpakTa JIeBOro xkenynouka; MP, ymepenHas u Tskénas mutpanbHas perypruranus; [IMK, nporesupoBanue mutpansHoro kinanana; MK, MutpanbHblit
knarnan; AKI, aopro-koponaproe mryntupoBanue; CM, centanbHas MuodktoMus; NA, HenoctymneH; NS, coobmiaercst, iu@pbl HEYyTOUHSIOTCS

Tabmuma JI.2 — Onenka pricka npeas3saTocTy ¢ nmomoiisio ROBINS-I

117

Uccnenosa | Cwmemenne, Cwmemenue | Cmenie Cwmemenne n3- | Cmemenue u3-3a | Cmemenue | Cmemienue npu Beioope | B memom
HHE BBI3BaHHOE IpH 0TOOpE | HUE B 3a OTKJIOHEHUHN | OTCYTCTBYIOUIUX | U3MEPEHUs | OMyOJIMKOBaHHOIO ROBINS-I
(epBBIi WCKa)XAIOIIM | YYACTHUKOB | KJIACCH JTAHHBIX pe3yibTara
aBTOp, Toa) | MH dakTopa bukamm
MU
1 2 3 4 5) 6 7 8 9
XUPYprudeckas MUOIKTOMHUS
Vriesendorp | Ymepennsiii | Huskwii Huzkuii | Huzkui YMepeHHblit Huzkuit YMepeHHblit YMepeHHbIit
, 2014
Sedehi, Ymepennsii | Huzkuii Huzkuii | Huzkui Huzkuit Huzkuit Huzkuit YMepeHHbIit
2015
Parry, 2015 | Cepbé3no Huzkuii Huskmit | Huskuit Huzkuii Huzkuii YMepeHHbIi Cepbé3HO
Song, 2016 | Cepwészno Ywmepennbiii | Huzkuii | Huskuit YMepeHHbII Husknii YMepeHHblIit Cepbé€3HO
Vanderlaan, | Cepsésno VYwMmepennbiii | Huzkuii | Huskuit Husknii Hu3zknii YMepeHHblIi Cepbé3Ho
2017
Lai, 2017 Cepbé€3HO Huskuii Husknit | Huzkuit YMepeHHbII Husknii YMepeHHbIi Cepbé€3HO
Collis, 2018 | Cepnésno Huskuit Huskuit | Huskuii YMepeHHbII Huzkuit YMepeHHbII Cepb€3HO
Kimmelstiel | Ymepennsiii | Huzkuit Huskuit | Huskwit YMmepeHHbI! Huskwuit YMepeHHBbII YMepeHHBII
, 2019




[Iponomxenue Tadaunst JI.2

1 2 3 4 5 6 7 8 9
Kharbanda, | Cepnésno Huzknit Huzkuii | Huskuit YMmepeHHbIi Huskuii YMmepeHHbIi Cepbésno
2021
Meng, 2022 | Ymepennsiii | Huskuit Huskuit | Huzkuit YMmepeHHbIi Huzkuit YMepeHHbII YMepeHHbII
Sun, 2022 Cepbé3Ho Huzkuit Huskuit | Huzkuit YMepeHHbIi Huzkuit YMepeHHbIi Cepb€3Ho
Yang, 2023 | Cepné3HO Huzkuit Huskuit | Huzkuit YMmepeHHbIi Huzkuit YMepeHHbI Cepb€3HO
Ayati, 2024 | Cepbé3Ho Huzkuit Huskuit | Huzkuit YMepeHHblIi Huszkuit YMepeHHbli Cepbé3Ho
Bruscky, CepbézHo Husknit Husknit | Huskui YMepeHHbIN Husknii YMepeHHbIN Cepbé3Ho
2025
Desai, 2025 | Ymepennsiii | Huskwuii Huskuit | Huzkuit YMepeHHbIi Huzkuit YMepeHHbIi YMepeHHbII
TpaHCANMKAJIbHAS CENTAbHAS MHOIKTOMUS Ha pabOTAIOIIEeM Ceplle
Sun, 2021 Ywmepennsiii | Huszkuit Huskuit | Huzkui YMepeHHbIi Huzkuit YMepeHHbIi YMepeHHbII
Zhao, Li, VYwMmepennbit | Huzkui Husknit | Huzkui YMepeHHbII Husknii YMepeHHbII YMepeHHbII
2023
Zhao, Ymepennbii | Huzkuii Huzkuii | Huzkuit YMepeHHbIN Huzkuit YMepeHHblit YMepeHHbIi
Huang,

2023

Fang, 2023 | Cepbé3no Ywmepennniii | Huzkuit | Huskuit YMepeHHbIT Huzknii YMepeHHsbIit Cepbé3HO
Li 2024 YMmepennsrii | Huzkuit Husknit | Huskuit Huzkuii Huzkuii YMepeHHbIi YMepeHHbIiI
Li, Wei, CepbE3Ho Huzkuii Huzkuii | Huzkui YMepeHHblit Huzkuit YMepeHHblit CepbE3HO
2024

Lu, 2024 Cepbé3HO YMmepennbiii | Huzkuit | Huskuit YMepeHHbIiI Huzkuii YMepeHHbIi Cepbé3HO
Li, Chen, Cepbé3Ho Huszkuii Husknit | Huzkuit YMepeHHbII Hu3zknii YMepeHHbli Cepbé3Ho
2024

Zhao, 2025 | Cepné3no Huskuii Husknit | Huskuit YMepeHHbII Husknii YMepeHHblIit Cepbé€3HO
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