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Cnucok cokpatleHuii U YCNOBHbIX 0003Ha4YeHUiA

2D — nByMepHBbIii

99mTc-DPD — 99mTexnHeunii-3,3-audocdoHo-1,2-mipornaHoamkap-
OOHOBas KUCJIOTA

BNP — (brain natriuretic peptide, MO3roBoili HaTpUlypeTHUECKUIA
MenTu)

CCS Kananckoe CepaeuHo-Cocynuctoe OOLIeCTBO

CHA,DS -VASc Illkana CHA, DS -VASc 3acroiiHas cepaeyHast
HEJ0CTaTOYHOCTb, runepTeH3usi, Bospact >75 (ynBauBaercs), auaber,
Wucyner (yosausaercst), Cocymuctele 3aboneBaHusi, Bospact 65-74
M 1101 (KEHCKUIA)

CRT — cepueuHasi peCUHXpOHU3UPYIOLLAs Teparnusi
CRT-D cepaedyHass ~ PECUHXPOHU3UpYIOIIast
¢ neudbpuIaTOpOM

CRT-P — cepneuHasi peCMHXPOHU3MpPYIOLIAsl TEparnusi ¢ BOAUTEIEM
puT™Ma

E/A — CoorHouieHue nukoB E/A TpaHCMUTpabHOrO KpOBOTOKa-E-
paHHEro HaIOJIHEHUsS] JIEBOrO XKeNyloyka K THUKY A-TIO3IHEero
HAITOJIHEHUS

EACTS — Espomeiickas Accouuauusi CepaeuHoir u TopakaiabHOI
Xupypruu

E/e’ — CootHomenue E/e’ — ckopocTu paHHETO TPAaHCMUTPATBLHOTO
notoka (E) K paHHeil CKOpOCTM HBMXXEHUSI (DUOPO3HOTO KoJblia
MUTPaAJIBHOTO KJlarnaHa (e’)

ESC — Esporeiickoe Obiectso Kapanonoros

FDA KoMuTeT Mo KOHTpOJIIO 3a MUIIEBBIMM MPOAYKTAMU
u nekapctBamu, CIIA

HAS-BLED mkaia HAS-BLED rumnepreH3usi, HapylleHUe
(yHKLIMY TOYEK/TIeYeHU, UHCYIIBT, HATMYUE KPOBOTEUEHU I B aHAMHEe3¢e
WJIM TIpeApacioioXeHHocTH, JabuibHoe MHO, 3penblit Bozpact (>65
JIeT), ynoTpebieHUe aJIKOTOJIsI/HAPKOTUKOB

LAMP-2 — nu3ocoma-accolMMpoBaHHbIii MeMOpaHHbIN 6e10K-2
LEOPARD cuHApoM (JeHTturo, aHomanuu OKI, r1azHoit
TUTIEPTEIOPU3M, TIYJIbMOHAPHBIM CTEHO3, aHOMAJUU TEeHUTAIU,
3a7epKKa pocTa U Heiipo-CeHCOpHasi TYTOYXOCTb)

MADIT-RIT wuccnenosanue — MADIT-RIT (Multicenter Automatic
Defibrillator Implantation Trial—Reduce Inappropriate Therapy,
MYJIBTULIEHTPOBOE HCCIEJOBAaHME WMIUIAHTAIIMNA aBTOMATUYECKUX
TebUOPUIISITOPOB — CHIDKEHUE HEMOTMBHUPOBAHHOM Teparuu)
MELAS — (mitochondrial encephalomyopathy, lactic acidosis, stroke-
like episodes — MuTOXOHIpHUaabHas BSHUEdaTOMUONATUS, JIaKTaT-
alKI03, MHCYJIBTO-TT0100HbIE SMTU30/IbI)

MERFF — (myoclonic epilepsy with ragged red fibres, MuokyioHnyc-
anuIerncus ¢ GeHOMEHOM “pBaHBIX KPACHBIX BOJIOKOH”)

MYBPC3 — Muo3uH-cBs3bIBatOLIMi TpoTerH C, cepievHblii TUII
MYH?7 — mMuo3uH-7 (Tsik€nas uens 3-Muo3nHa)

MYL3 — nerkas uenb MHO3MHA 3

NT-proBNP (N-terminal pro-brain natriuretic peptide,
N-TepMUHATbHBIN MPO-MO3TOBOI HATPUIYPETUUECKUI TIETITUT)
NYHA — (New York Heart Association , Hbio-Mopkckast Cepreunast
Accouuanusi)

PDE5 — dochonuscrepasa, TUIT S
PRKAG?2 ramMmma-2 cyobeauMHuLIA
AKTUBHUPYEMOIA TTPOTEUH-KUHA3bI

s-icp™ UMIUIAHTUPYEMBIN  KapauoBepTep-aedudpumisitop
C TIOAKOXXHBIM 2JIEKTPOAOM

SSFP — crabuibHast cBoOoaHasi mpeLeccusi (KUHOPeXHUM Ha OCHOBE
nocienoBarebHocTu SSFP)

TEpanuda

afeH3uH-MOoHOodochaT-

TNNI3 — TponoHuH I, cepneuHblii MbILICYHbBIA

TNNT2 — tponoHuH T, cepaeyHblil MbILLIEYHBII

TPMI1 — anbda-1 nenb TporoMuo3nHa

VKA — aHraronuct ButamuHa K

BMC — BHyTpMMaTOYHas crimpalib

ITI2K — runeptpodust ieBoro kenymouka

OHK — ne30kcuprOoHYKJIEMHOBasI KUCI0Ta

MK/ — uMriaHTUpyeMblil KapauoBeTep-aedudpuisiTop

KT — xoMmnbloTepHast ToMorpacbust

HYXT — HeycToitunBas XeayI1oukoBasi TaXMKapaus

OBTJIZK — 00cTpyKLMSI BBIBOJHOTO TPaKTa JIEBOTO XKeJIya04yKa
OD®IOKT — onHOGOTOHHAS SMUCCUOHHAS! KOMITbIOTepHast ToMorpabust
TTYCT — no3aHee ycuaeHUe CUTHAJIA raqoJIMHUS

CAA — cenrtajibHasl JIKOTOJIbHAsI abiaLust

TIT1-Dx0KI — TpaHc-nuiieBogHasT 3X0Kaparorpadus
TT-9x0oKI' — TpaHcTopakaibHast 3XoKapauorpadus

AB — aTpuOBEHTPUKYISPHBIIA

AJILl — aMuiounp JIeTKHNX LieTeit

AoP — aoprajnbHasi perypruTanus

ATI® — aHrMOTEeH3MH-NPeBpAIAONINi hepMeHT

APM — aHTaroHHCT pelenTopoB K MUHEPAIOKOPTUKOMIAM
BBBY — GUBEHTpUKYJISIPHOE BCIIOMOTATEIbHOE YCTPOMCTBO
BJIHIIT — 6yiokana jneBoii HOXXKY Imyuka [ca

BPA — GrokaTophbl perienTopa K aHTUOTEH3UHY

BO3 — BcemupHasi opraHu3anus 31paBOOXpaHeHUsI

BCC — BHe3amnHas cepeuHasi CMepTh

BU-CTT — BBICOKO-UyBCTBUTENIBHBII CepAeYHBIN TPOTTOHUH T
BBC — BbIcOKO-2((PeKTHBHOE CEKBEHUPOBaHUE

I'KMII — runeprpoduueckas KapaiuoMUONaTHsI

KT — xenmynoukoBast TaxXuKapavst

WIIP — yMmiaHTUpyeMBbIil TIETJIEBOIl perucTpaTop

KJIK — kapnuno-iuniie-KoXHbIi

JIZK — neBbiit Xenynouek

JIXBY — neBoxenynouyKoBoe BCIIOMOTaTeIbHOE YCTPOHUCTBO
JITT — neBoe mnipeacepaue

MAIIK — MuTOoreH-akTMBMpyeMasi TpOTeUH-KNHa3a

MHO — mexayHapoaHOe HOpMaM30BaHHOE OTHOLLIEHHE

MPT — MarHuTHO-pe30HaHCHas Tomorpadus

HXT — HamxenynoykoBasi TaXUKapaus

HOAK — HOBbIE OpaJibHbIE aHTMKOATYJISTHThI

OK — opajibHble aHTUKOATYJISTHTbI

IT2K — npaBbiit Xenymgouek

TICA — nepenHee CUCTOIMYECKOE IBUKEHUE

1D — npsimas aaeKkTpuyeckas

I[N9T — no3uTPOHHO-3MUCCUOHHAS TOMOTpadus

PAAC — peHMH-aHTMOTEH3MH-aJIbIOCTEPOHOBAsI CUCTEMA

TT — TpaHcTUpETUH

TTA — TpaHCTUPETUHOBBI aMUJIOUI03
yI/MUH — yIapoB B MUHYTY

DB — dpakims BeIOpoca

DK — GubpUUISILIUS KEJTYT0YKOB
DOK-MPT (a3oBo-KOHTpacTHasI
ToMorpadus

DIT — dubpuIALMS Tpeacepanit
OKI — anekTpokapauorpadus
DDU — 21eKTPODU3HOIOTUIECKOE UCCIIENOBAHIE

MarHuTHO-pE30HaAHCHasa
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KNNMHWYECKME PEKOMEHZALNN

1. Mpeambyna

PykoBomcTBa CyMMUPYIOT M OLICHUBAIOT BCE TaHHBIC,
TOCTYITHBIC Ha MOMEHT HAITMCaHWsI, Ha OIpPEAeIEHHYIO
TEMY, C ICJIbIO0 TIOMOYb PAOOTHUKAM 3IPaBOOXPAHCHMS
B BBIOOpE HAWIYUIIIEH CTpATETHH JICUCHUS KOHKPETHOTO
MMallieHTa C OIPEACIEHHBIM COCTOSHHEM, IIPUHUMAS
BO BHMMaHWE BIMSHNE HA MCXOH 3a00JIEBaHUS, a TAKKe
COOTHOIIICHWE PUCK-3(h(GEKTUBHOCTh OMPEACIEHHBIX
IUATHOCTUYCCKUX WM TEPaIleBTUICCKUX ICHCTBUA.
PykoBomcTBa M peKOMEHIALINMYI TOJDKHEI IIOMOYb PaboT-
HUKaM 3[IpaBOOXpaHECHUS IMPUHUMATH PEIICHUS B €XXelI-
HEBHOM KJIMHUYECKON IMpakThKe. OTHAKO OKOHYATCIIh-
HBIE peEIIeHUsI, Kacalollrecsl KOHKPETHOTO ITallheHTa,
KaK ¥ IIOJIOXEHO, TOJDKHBI IIPHHUMATBLCS CO BCElt ITOJTHO-
TOM OTBETCTBEHHOCTH PAOOTHUKA(-OB) 3ApaBOOXpaHe-
HHUS, C OOCYXICHHMEM C ITAIIMCHTOM W JIMIIAMH, OCY-
IIECTBIISIONINMU YXOI.

B mocnenHme Toab 3HAYMTEIFHOE YHCIIO PYKOBOICTB
OBLUIM BHITYIICHHI TTox arumoi EBpormeiickoro O61mecTBa
Kapmouomorop (ESC), Takke Kak M IOpPyrux OOIIECTB
W OpraHu3alnii. B CBSA3M C BBICOKOW BaXXHOCTBIO IIJIST
KIMHUYECKON MPaKTHKHU, P pa3paboTKe PYKOBOICTB
OBLUIM YCTAaHOBJICHBI KPUTCPUU KadeCcTBa, YTOOBI CIEIATh
BCE peIIeHUsI TIOHSTHBIMU IS TIOJIb30BaTeIsl. PekoMeH-
Jauuu st (popMyMpoOBaHUSI M BBIMTYCKY PYKOBOJICTB
ESC moxwno Haiitt Ha catite ESC (http://www.escardio.
org/guidelines-surveys/esc-guidelines/about/Pages/rules-
writing.aspx). PykoBoncrBa ESC mpencrapisior opuim-
anpHy0 To3unnio ESC 1Mo KOHKpPETHOMY BOIIPOCY
1 pETryJISIPHO OOHOBJISTFOTCSI.

UYiteHbl 3TO# padoueii rpynIbl ObTH BEIOpaHbl ESC,
YTOOBI TIPEACTABIATH IPO(ECCHOHAIIOB, BOBICUYEHHBIX
B OKa3aHWE MEIMIIMHCKON MOMOIIM TAIlEHTaM C 3TOMU
marojorueit. I3opaHHBIe SKCHEPTHl B JaHHON 00JIacTH
MIPEIITPUHSIIA ITUPOKUI 0030p OMyOJIMKOBAaHHBIX JOKA-
3aTEeJIbCTB B OOJIACTU BEAEHUS (BKIIIOYAST OUATHOCTHUKY,
JieyeHue, NpoPUIakKTUKy U peabUIUTALIMIO) OTpeaeaEH-
HOro cocTossHUsI, B coorBeTcTBMU ¢ Kommrerom ESC
mo Crparerun Paszpadotku Ilpakrmaeckmx PykoBomcTs
(CPG). b0 mpoBeneHO KPUTUISCKOE M3YUCHME Tra-
THOCTUYECKUX U TePalleBTUUYECKUX IIPOLIEAYP, BKITIOYAsT
OILICHKY COOTHOIIIECHMS PUCK-T10/Ih3a. OIIeHKH IIPEaIIoI0-
KUTEJBHBIX MCXOOOB IUISI OOJIBIIEH ITOIMYJISIIINN OBLIN
BKJTIOUCHBI, KOTHa OBLIM HOCTYIIHBL. YPOBEHB IOKa3a-
TEIBHOCTH WM MOIITHOCTb PEKOMEHIAIIMI OTIEIbHBIX
OIMIINI JIeYeHUS OBIIM B3BEIICHB MW PaHXUPOBAHBI
B COOTBETCTBHMM C 3apaHee ONpPEIeEHHBIMU IMKAJaMM,
KaK yKa3aHo B Tabnmmax 1 u 2.

DKCHepThl, YIaCTBYIOIINE B HAITMCAHUHT U PELICH3NPO-
BaHUHU PYKOBOJICTBA, YKa3aInd B (popMax JeKiIapalliy BCE,
YTO MOIJIO OB OBITh BOCHPHWHSITO KaK peaJbHBIN WA
IMOTCHINAIBHBIN NCTOYHNK KOH(DIMKTOB UHTEPECOB. DTU
dopMBI OB COOpaHBI B eOWHOM (paityie W ITOCTYITHBI
Ha caiite ESC (http://www.escardio.org/ guidelines).
JIto0bIc M3MEeHEHMS B AeKIapausaX KOH(GINKTOB MHTEpe-
COB, KOTOPBIC BO3HUKAIOT B IIPOIIECCe pabOTHI Hal PyKO-

BOICTBOM, HOJDKHBI OBITH MOBemeHBI Mo cBemeHmsT ESC
¥ OOHOBIISITBCSI. Paboyvast rpymima nojyJaer BCio (GMHAHCO-
Bylo momaepxkKy or ESC 06e3 mpuBiedeHHMSI CpEICTB
OT IIPOMBIIIUICHHOCTH B cpepe 3MpaBOOXpaHECHUS.

Komurer CPG ESC KOHTpoImMpyeT 1 KOOpOIUHUPYET
TMOATOTOBKY HOBBIX PYKOBOICTB, pa3padaThIBAEMBIX
paboueli TpyMIITol, SKCIIEPTHEIMM TPYIIIIAMU 1 COTJIACH-
TeJIbHBIMU KOMUCCHSIMHU. KOMUTET TakKe OTBETCTBEHEH
3a Tpolecc omoopeHust PykoBoncTtsa. PykoBonctBa ESC
TIOABEPraloTCs TIIATSILHOMY PEeIcH3UPOBAHUIO KOMUTE-
toM CPG u BHemrHUME 3KcniepTamu. Ilociie BHeCEHMS
COOTBETCTBYIOIINX N3MEHECHUM, OHN JOJIKHBI OBITH OH0-
OpeHBI BCEMM OKCIIEpTaMU, BXOISIIINMHA B PabOIyIO
rpyniry. OKoHYATeIBHBIN TOKYMEHT IIOJydacT OmoOpe-
aue komutera CPG B XypHane European Heart Journal.
OH 6bUT pa3paboTaH IMOCIIE TIIATEILHOTO PACCMOTPEHHUS
HayIHBIX W MCEOWIMHCKMX 3HAHWUU M IOKa3aTeJbCTB,
JMIOCTYITHBIX HA MOMEHT BbIXO/la pyKOBOACTBA.

3amagya paspaborku PykoBomcts ESC cocromt
HE TOJIPKO B MHTETpallii Han0oJiee COBPEMEHHBIX UCCIIC-
IOBaHWII, HO TaKXKe M CO3MaHWU 0O0pa3oBaTeIbHOTO
WHCTPYMEHTa M BHEAPEHUS 3TUX peKoMeHmarwii. s
BHEAPEHUS pYKOBOICTB OBLIN pa3pab0TaHbI BEpCHU KOH-
LEeHTPUPOBAHHBIX Mano(OpMaTHBIX M3AaHUl, 00001Ia-
IOIMUX CIaiIoB, OYKJIETOB ¢ OCHOBHOM WMH(pOpMaIInei,
KOHCIICKTUBHBIX (POPMYIISIPOB IJISI HECHCIINATHUCTOB,
3JIEKTPOHHBIC BEpCHUU IJIST IUMDPOBBIX YCTPOMCTB (CMapT-
(oHEBI U T.I.). DTN BepCUU SIBISIIOTCS COKPAIIEHHBIMH,
TaKUM 00pa3oM, IIPH HEOOXOOUMOCTH, II0Jb30BaTEIIb
IIOJDKEH BCeTma 00paImaThes K IMTOJTHOTEKCTOBOI BEpCHH,
KoTopast obmenocTynHa Ha caiite ESC. HanmoHanbHBIC
coobmiecTBa, Bxomsie B ESC, mpuriammaiorcss K ogo-
OpeHMIO, TepeBoay M BHeapeHmio PykoBomcetB ESC.
IIporpamMMbl BHeApeHUSI HEOOXOAWMBI, TaK KaK OBLIO
TOKa3aHO, YTO HEYKOCHHUTEJIBHOE HCIIOIh30BaHUE KIIH-
HUYECKMX PEKOMEHIALIMI MOXET OJIaronpusiTHO BIUSTH
Ha McXo 3a00JIeBaHMUS.

AHKETHpPOBAHNE W PETUCTPBI HEOOXOMMMEI IIJIST TOTO,
YTOOBI KOHTPOJIMPOBATh COOTBETCTBHE peaIbHO ITOBCE/I-
HEBHOU KIIMHUYECKOU MPAKTUKN PEKOMEHIAIIUSIM PYKO-
BOJCTB, 3TO 3aMbIKacT KOHTYp MEXNY KIMHUYCCKUMU
WCCIICIOBAaHUSIMHA, HAITMCAHNEM PYKOBOICTB, MX PAcIIpoO-
CTpaHEHWEM M BHEIpPEHHEM MX B KIMHWYCCKYIO TIpaK-
THKY.

PabotHmKaM 31paBoOXpaHEHHST peKOMEHIYETCST MaK-
CHMMaJIbHO TIOJTHO wucHoib3oBath PykoBomctBa ESC
B CBOMX KIIMHWYECKNX 3aKITIOUCHUSX, a TAKXKE B OIIpec-
JICHUW ¥ BOIUIOIICHUH TTPOMIIAKTHIECCKOM, TUAarHOCTHU -
YEeCKOUW WJIN TEPATIEBTUYECKON METUIIMHCKON CTPAaTETUN.
Opnnako PykoBoncta ESC He OTMEHSIOT HU B KOS Mepe
TIePCOHATLHOM OTBETCTBEHHOCTH PAOOTHMUKOB 3PaBOOX-
paHeHUS 3a IPUHSITHE COOTBETCTBYIOIINX 1 B3BEIIICHHBIX
pelleHN, YINTHIBAIOIINX COCTOSTHIE 3M0POBhSI KAXKIOTO
nalmeHTa, OOCyXHas pelIeHHs ¢ ITalNeHTOM WA
¢ JINIIaMHM, OCYIIECTBIISIIOIINMHI YXOJ, KOTIa 3TO IIpUeM-
memo u/mim Heobxomumo. Cdepoit OTBETCTBEHHOCTH
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Tabnuua 1
Knaccbl pekomeHgaumi
Knaccbl pekomerzaumii - Onpepenexvie Mpepnaraemas
dopmynnpoBka
Knacc | [LaHHble n/unn Bceobluee cornacue, 4To KOHKPETHbLIA METOL, IeUYEHUS UM BMELATENLCTBO NOME3Hbl, PekomeHpyetcs /
3¢ peKTUBHBbI, UMEIOT NPpenMyLLecTBa. nokasaH
Knacc Il MpOTNBOPEYMBBIE AAHHBIE W/UN PACXOXAEHNE MHEHUIA O NoNb3e/3¢ddeKTUBHOCTU KOHKPETHOIO METOAA
JIEYEHVS UNK NPOLLesypbI.
Knacc lla B0/bLUMHCTBO AaHHbIX/MHEHWIT roBOPUT O Nosib3e/ 3¢pPeKTUBHOCTH. Llenecoo6pasHo
NPUMEeHSITb
Knacc IIb JlaHHble/MHEHWS He CTO/b YOeanTesIbHO roOBOPSIT O Nosb3e /3 hEeKTMBHOCTH. MOXHO NPUMEHSITb
Knacc Il [LaHHble n/unm Bceobluee cornacue, 4To KOHKPETHbIA METOL, IeYEHUS UM BMELIATENLCTBO HE SBASIIOTCS He pekomeHnayeTcs

nose3Hom niu 3GbEKTUBHO, 8 B HEKOTOPbIX Cly4asx MOryT MPUHOCUTb BPes,

Tabnuua 2

YpoBHU f0Ka3aTeNbHOCTHU

YpoBeHb foka3aTenbHoCTH A
YpoBeHb fokasatensHocTv B
YpoBeHb gokasatensHoctv C

MEINIMHCKOIO II€pCOHAaIa ABJACTCA YTOUHCHME CTaH-
JapTOB U ITpaBNJI, OTHOCAIIMXCA K JICKApCTBaM 1 YCTpOﬁ—
CTBaM, HAa MOMCHT Ha3HaA4YCHMH .

2. BeepeHue
2.1. OnpepeneHne

KapauoMuonatuu onpeaensitoTcsl HAIMYUEM CTPYK-
TYpPHBIX U (YHKIMOHAJIBHBIX HapylIeHWH MuoKapaa
XKeJIyTOYKOB, KOTOpbIe HE OOBSICHSIIOTCSI OTpaHUYEHUEM
KpPOBOTOKA BCJIENCTBUE HIEMUYECKON OO0JIe3HU cepaua
WJIM TIOBBILLIEHHOU Harpy3ku aasieHueM [1]. Mctopuue-
CKM 3Ta TpyIina 3a0ojieBaHUI Moapasaessiach Ha TIepBUY-
Hble 3a00JIeBaHUS, TIPU KOTOPBIX CEPALIE SIBJSIETCS €AMH-
CTBEHHBIM BOBJICUEHHBIM OPTaHOM, U BTOPUYHBIE (POPMBI,
MpU KOTOPBIX KapIMOMUOIATUSI SIBJISIETCS MaHMUpecTa-
LMen cucteMHoro 3abosieBaHusl. laHHble PekoMeHaauuu
MPUHUMAIOT KJIacCU(PUKALMIO, MPEIIOXKEHHYIO B HEaB-
HeM majoxennu nosunuu ESC, cormmacHo KOTopoiil Kap-
JIUOMMOIIATUM OIPENeNISIIoTC 4epe3 creuuduueckue
MopdogoTndecKue ¥ (QYHKIIUOHAIbHBIC KPUTCPUH,
W 3aTeM TPYIIUPYIOTCS B CeMEMHBIC/TEHETUIECKIE U He-
ceMeifHbIe/He-TeHeTHUSCKIE TTOATHUIIRI, BHE 3aBUCHUMOCTHU
OT HAJIMYUSI BHE-CEepACYHBIX 3a00J1eBaHmMil [1].

Tunepmpoguueckas kapouomuonamus (I'KMII) onpe-
densiemcst HAAUMUEM YBEAUHEHUS MOAUWUHBI CIMEHKU 16020
acenydouxa (J/I2K), xomopas ue obssicHsemcs UCKAHOHU-
mMeAbHO NobiuleHUeM HA2PY3KU asaeHueMm.

OmpeneneHne TPUMEHUMO K OCTIM M B3POCIBIM
W He JIeNaeT a priori TIPearnoaoXeHUun 00 3TUOJIOTUN WU
MaToJorud Muokapaa. XOTs TakoW TMOMIXOJA pPacIIupsieT
KOHILIenuio PyKoBOICTBa U AeaeT HEKOTOPbIE PEKOMEH-
Jaiuu 0ojiee CIOXHBIMU, OH HAXOAMUTCS B COMIACUU
C TIOBCETHEBHOM KIIMHIIECKOM ITPaKTUKOM 1 OymeT apdek-
TUBHEE MOBBIIIATh IMATHOCTUYECKYIO TOYHOCTD U JIEYEHUE.

[aHHbIE MHOrOYMCNIEHHBIX PAHAOMU3NPOBAHHbIX KIIMHUYECKUX UCCNEA0BAHMIA NN META-aHANN30B.
JlaHHble 0AHOr0 PaHAOMM3MPOBAHHOTO KIIMHUYECKOrO UCCNEA0BAHNS N KPYMHbIX HEPAHAOMU3NPOBAHHbIX NCCNEA0BAHUNA.
CornacoBaHHOE MHeHWe 9KCMEePTOB 1/unu HebonbLUNE NCCNEelOBAHUS, PETPOCNEKTUBHbIE NCCNIeA0BaHUA, PErucTpbl.

2.2. OO0nacTb NpUMEHeHUs PyKOBOACTBA

Br110 mpoBeeHO 0YeHb HEMHOTO PaHIOMU3UPOBAH-
HBIX KOHTPOJUPYEMBIX HCCIEOOBAHMI Ha NaldeHTax
¢ 'KMII, 9yTo HeOOBIYHO AJIS1 YACTOTO CePAEYHO-COCYAUC-
toro 3aboneBanusd [2]. [To 3Toit TprumHE OOIBIIMHCTBO
pEKOMEHJALINI1 B 3TOM JTOKYMEHTEe OCHOBAaHBI Ha HAOIIO-
JaTeJIbHBIX MCCIIENOBAHUIX M COTJIACOBAHHOM MHEHUU
9KCIepToB. Llenbio sBisieTcs mpeaocTaBieHe MeIUIIMH-
CKOMY TIEpCOHAY 6a30BOI CXeMbI TMATHOCTUKU M JIcUe-
HUs TAMEHTOB JIIOOOTO BO3pPacTa, ITOCKOIBKY Yy 0O0Jb-
IIMHCTBA TTalleHTOB 3a00JIeBaHe MEET TeHETUIECKYIO
pupoay, PyKoBOICTBO TakKe pacCMaTPUBAET MCIIOIB30-
BaHWE JWATHOCTUKM JJI YJIECHOB CEMbU U TIpemjiaract
cnemu(pUIeCKNe PEKOMEHIAIINM 110 PEIPOTyKIINT
¥ KOHTpALEITIINN.

I[IpuHATHE WCKIIOYUTEILHO MOP(POIOrnIecKoro
ompenelicHUs 3a00JeBaHUSA O3HAYaeT, YTO CYIIECTBYET
3HAYUTEJIbHOE KOJIMYECTBO 3THUOJIOTMYECKUX (DaKTOPOB,
0co0eHHO y neTeit. Tak Kak pacCMOTpeHIE NCUCPITBIBAIO-
1mero repedyHst Bcex Bo3MoxXHbIX mpuunH 'KMII Hee-
Jlecoobpa3HoO, OCHOBHOC BHMMaHKe PyKoBomcTBa cocpe-
JIOTOYEHO Ha HanboJiee YacThIX TeHETUUECKIX 1 He-TeHe -
TUYECKUX ITOATUTIAX, IIPY 3TOM YKa3aHbI JOITOJTHUTEIbHEIE
CCBHIJIKM Ha MeHee YacThle 3a0oseBaHMsI. AHAJIOTUYHO,
pEKOMEHJALINHN TTI0 JIEYeHUIO B 3HAYUTEJIbHOU Mepe cho-
KycUpoOBaHbl Ha OOOOIIEHHBIX MOAXOJAaX K JIEYEHHUIO,
HO TaM, TJIe HEOOXOIMO, MPUBEAEHBI CChIJIKA Ha PeIKHe
3a00JieBaHMSI.

3. Anugemuonorus

Bonbioe 4YMCIIO METOMOTOTHMYECKM Pa3IMUHBIX
uccienosannii B CeBepHoil AMmepuke, EBpome, Asum
¥ AdprKe IIPUBOIAT YACTOTY HEOOBSICHUMOTO YBEJIMIC-
Hust TommuHB JIZK cpemm B3pocineix (Web Tadm. 1)
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MYL3
TPMI

TNNI3

MYH7

Myrauuu B reHax

40—-60%
MYBPC3

Puc. 1. 3tnonornyeckoe pazHoobpasve runepTpodryeckoit KapamomMmonaTum.

HewusgectHo,
~25-30%

CapKOMEPHBIX OeKOB

Jpyrue reHeTUYECKUE
1 He-TeHeTUYeCKYe TTPUINHBI

o HaczenctenHbie MeTafomuecKue 3a001eBaHUS:
* BoJie3Hn HaKOTLIEHUS TJIMKOTeHA:
* [Tomme
+ JlaHoHa
* AMP-xuna3a (PRKAG2)
+ bonesHu 1mkiIa KapHUTHHA
+ JIuocomHBbIe 60JI€3HN HAKOTUICH WS
* AnnepcoH-®abpu

¢ HepaHo-MbiieyHbie 32001€BAHNSA
* Arakcus @punpeiixa
* FHL-1
© MHTOXOHAPHAIBHBIE 00IE3HI
* MELAS
* MERFF

o Cunapomsl Masbdopmaimii
* Hynan
+ LEOPARD
* Kocremnno
+ KJIK
® AMmiionzio3
+» CemeiiHblii TTP
+ “Iuxuit Tun” TTP (ceHWIbHBII)
» AL amuionnos
¢ Hosopoxnennbie MaTepeii ¢ 1nadeTom
o JlekapcTBeHHO-UHAYLMPOBAHHBIN
* Takponumyc
* TUIPOKCUXTOPOXUH
+ Crepouibl

Mpumeyanme: B 60NbLUMHCTBE CNy4yaeB B3POCbIE U MOAPOCTKOBbIE HOPMbI ABASIOTCS Pe3yNbTaToM MyTaLuid B reHax CapKOMEPHbIX GEeNKOB.

Cokpauwenus: AJIL, — amunowng nérkux uenei, TTA — ammnonpos, TpaHcTuteTnHosbl Tun, KIK — kapano-nuue-koxHslid, FHL-1 — MpoTenH-1 YeTbipex ¢ NON0BMHOM
LIM-nomeHoB, LEOPARD — neHturo, aHomanuu 3K, rnasHoil runepTenopunam, nybMOHAPHbI CTEHO3, aHOMAIM FeHUTANNI, 3aepXKa POCTa M HEMPOCEHCOPHAS TYX0-
Ta, MELAS — MutoxoHapuansHas aHuedanomMmuonaTuis, nakraT-aunaos, MHCYNsTo-noaobHble anvudoabl, MERFF — MuoknoHyc-anunencus ¢ GeHoMeHOM “pPBaHbIX KPACHbIX
BOJOKOH”, MYL3 — reH Mno3auHa nérkux uenei 3, MYBPC3 — reH Myno3nH-cBs3biBatoLero C-6enka, cepaedHas nsodopma, MYH7 — reH Taxénoii uenv 6eta-MnosuHa 7,
TNNI3 — reH TponoHuHa |, cepaeyHas nsopopma, TNNT2 — reH TponoHuHa T, ceppiedHas usopopma, TPM1 — reH Tponomunosuta 1 anbéa Lenb, TTR — TpaHCTUPETUH.

[3-12]. MHorme ykKa3bpIBalOT Ha BO3PacT-3aBUCHUMBIN
XapakTep 4acTOThl, KOTOpasi CYLIECTBEHHO HUXE Cpeauv
MMAIlCHTOB, TMArHOCTHPOBAHHBIX B BO3PAacTe MOJIOXE
25 mer [9]. B memmaTpmuecKMX permcTpax dacToTa
I'KMII y peteii HeusdBecTHa, HO TONMYJISLIMOHHbIE
HCCIeAOBaHUSI COOOMmAaT o 3aboneBaemMoctnn or 0,3
mo 0,5 xa 100000 B rom (Web tabm. 1) [13, 14]. Xotrsa
I'KMII yaie Bcero Haciaemyercsl Mo ayToCOMHO-IOMU-
HaHTHOMY Tuity (cM. Pasgen 6: [eHeTnueckoe TecTUPO-
BaHME M CEMEITHBIII CKPUHUHT), OOJBIIMHCTBO MCCIIC-
ITOBAaHMWI yKa3blBacT Ha HEOOJBIIOEe IIpeobiagaHue
MyxanH (Web Ta6a. 1). Bror ¢dakT ocTraércss HeOOBSIC-
HEHHBIM, HO MOXET OTpaXaTb U CMEIICHUE B CTPaTeTNU
CKpMHMHTA, a TaKXKe TeHETHIECCKIE VI TOPMOHAIbHBIC
Mmonucdukaropbl. Yacrora 'KMII y OOJBHBIX pa3HBIX
pac cxomHa [3-12].

4. dtnonorus

Ilpumepro y 60% nodpocmrog u e3pocavix ¢ T'KMIT
3ab04e6anue umeem aymocOMHO-0OMUHAHMHbLL MUN
HAacne008aHUsl, U BbI36AHO MYMAUUAMU 8 2eHAX, KOOUPYIO-
wux capkomepHule 6eaku muokapoa [ 15-19].

OT mgITH 10 NecSITH TMPOIEHTOB B3POCHBIX CITydacB
Pa3BUBAIOTCS B PE3YNILTATE APYTUX FEHETUYECKUX 3a0071e-
BaHWI, BKJIIOYAs HACJIENCTBEHHBIE MeETa0oIMIecKue

¥ HEpBHO-MHBIIIICYHBIC 3200JI¢BaHNSI, XPOMOCOMHEIE aHO-
MaJINM ¥ TeHeTHIecKre CMHAPOMEI (puc. 1, Web Tao. 2
u 3) [20, 21]. HekoTopble MallMeHTHI CTPamaoT He-TeHe-
THYECKUMHU 3a00JICBAHUSIMU, KOTOPBIE MOTYT MMUTHPO-
BaTh HACJICACTBEHHBIC (DOPMEI, HAIlpUMEp, CCHIUIBHBIN
(TT) u (AL) ammnonmo3 [22, 23].

4.1. MyTauum B reHax capkOMepHbIX 6eNKoB
MyTaluu B reHax, KOAUPYIOIIUX TSLKENTYIO Lenb 0eTa-
muo3uHa (MYH7) ¥ MHUO3WH-CBSI3BIBAIOIIErO Oeaka
C (MYBPC3), cocTaBisItoT OOJBIITMHCTBO CTy9aeB; MEHEe
YacTO BOBJICUCHBI TeHEI, BKIIOUAIOIIE CepACIHBIC TPO-
nouauHH [ 1 T (TNNI3, TNNT2), anpda-1 11emb Tpomo-
muo3uHa (TPMI1) w nerkyio 1emnb-3 MuosuHa (MYL3).
B 11e;10M, y GOJTBHBIX ¢ MyTalIMSIMU B TeHAX CApKOMEPHBIX
0e/IKoB 3aboyieBaHNe MaHU(ECTUPYET paHbBIIEe, U OTME-
gaeTcsl 6oJiee BEICOKAS 9acTOTa CEMEHOTO HAKOIICHUS
I'KMII u BHe3amHoi cepmeuHoit cmeptu (BCC), yem
y O00JbHBIX 0e3 MyTaruii [19, 24]. ¥ HUX Takke oTMeva-
eTcsl TeHIEHIIUS K 0ojiee BHIPAXXCHHOUW THIIEPTPOGUH,
MHUKPOCOCYINCTON IUCGHYHKINN W MHOKapIHAIbHOMY
¢udposy [25]. B HeCKOMBKIX MCCICAOBAHMSIX IIPEAITOIa-
Tajyioch, YTO HEKOTOPHIC MYTAallUM B TEHAX CAPKOMEPHBIX
OCJIKOB XapaKTepU3YIOTCs 00Jiee CePhbE3HBIM IIPOTHO30M,
YeM IIpyrue, OOHAKO 3TU HAOIIOMEHUs OBUIM CHEJIaHBI
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Ha HeOOJIBIIINX TPYIIIaX OOJBHBIX, MHOTIA MEXKIY MCCIIC-
MOBaHUSIMM HaOJIIofanach HECOTIACOBAHHOCTb, M OHH
ObLIM OrpaHUYEHBI PEIKOCTHIO OTACIbHBIX MyTaLIMii [26-
32]. Dra cutyalms OOJDKHA M3MEHUTHCS K JIYUIIEMY ITO
Mepe HaKOIUICHWSI TAHHBIX O KOHKPETHBIX MYTaIlUSIX
B MEXIYHApPOOHBIX 0a3ax MAaHHBIX, TakmX, Kak ClinVar
(https://www.ncbi.nlm.nih.gov/clinvar/). Jlo 5% uHauBu-
ITOB SIBJISTIOTCST HOCUTEJISIMU HECKOJIBKMX MYTAILINiA B TeHAX
CapKOMEpPHBIX OEJIKOB, M Y HUX €CTh TCHACHIINSA K OoJee
paHHel MaHu@decTaluu U 06ojiee TSKEIOMY (DEHOTUITY
[33-35].

4.2. Metabonuyeckue 3aboneBaHus

MHorne HaclIeACTBEHHEIE 3a00JIeBaHUSI aCCOLMUPO-
BaHbI ¢ TutiepTpodueii JIK. BoabImmHCTBO 13 HUX Hacle-
IYIOTCSI ayTOCOMHO-PEIECCUBHO, HO €CTh M HECKOJIBKO
X-ClIeIUIeHHBIX 3a0oeBanmit (puc. 1, Web tabm. 3) [21].
Hawnbosee yactbie MeTabonnueckue 3a00aeBaHUs Y B3pO-
cipix ¢ TKMIT — 6071e3ubp AHnepcona-Mabpu, BcTpeya-
oieecst ¢ 4yactoroir okoso 0,5-1% y GOJIBHBIX CTaplie
35-40 net [36], u 3a00j1eBaHKe, BbI3BAHHOE MYyTALIMSIMU
B IreHe ramMMa-2-CcyobeIMHUIIE ameHO3MH MOHOMochaT-
aKTUBUpPYeMOIT TIpoTenH-KHA3bI (PRKAG2), ¢ 9acToTOMI
okoio 1% [37]. OmybaukoBaHHAsE YacToTa MYTallWiA
B TE€HE JM30COM-acCOIMMPOBAHHOTO MEeMOpPaHHOTO
oenka-2 (LAMP2), XoTopele IIpMBOIAT K OOJIE3HU
Jlanona, konebaercs B nuarasone 0,7-2,7% [38]. Ocra-
BasICh PEOKMMM, METa0OTMUECKIE 3a00JIeBAaHMS OXBAThI-
BaloT 0oJsiee 3HauMTeNbHY10 o0 KMII y nereit u mon-
POCTKOB.

4.3. MutoxoHppuanbHbie KapauoMmuonaTum

[NepBraHEbIe 00JIC3HN MUTOXOHIPHIA BEI3BIBAIOTCS MyTa-
LIMSIMU B siiepHOM i MutoxoHapuaabHoit JIHK, koTopbie
IepenaloTcsl M0 ayTOCOMHO-IOMUHAHTHOMY, ayTOCOMHO-
petiecCuBHOMY, X-CIHETUICHHOMY M MaTepPUHCKOMY THUITY
HacnemoBanms [39]. Hambosee YacThIMU SIBIISIIOTCSI Te,
KOTOPBIC BBI3BIBAIOTCS MYTALIMSIMU B T€HAX, KOTUPYIOIINX
OeKy KoMIUIeKca nbixaTenbHol er (Web tabm. 3) [21].
KmHmgeckyre mposiBiIeHNS MUTOXOHIPHATBLHEIX 3a00J1eBa-
HMT 0OBIYHO BaphHPYIOT B CPOKAX MAaHM(ECTALINH, B CIICK-
Tpe U TSDKECTH BOBJICUCHUS IPYTUX OPTaHOB.

4.4. HepBHO-MbILWIEYHble 3a00neBaHus

3a uckmiouenumem atakcum Dpunpeiixa [40, 41],
I'KMII saBnsiercsa peakoit maHudecTtalieil HEPBHO-
MBIIICYHBIX 3a00eBaHuil (puc. 1, Web tadm. 3) [21]. D10
OBLIO ITOKA3aHO TSI HEKOTOPBIX MBITIIEYHBIX TUCTPODUIA
1 BPOXXIECHHBIX CKEJICTHBIX MUOTIATUH (HarIpuMep, HeMa-
JmHoBas muomnatus) [42] (Web tao6i. 3) [21], u, B acco-
WAL C MBIIICYHON CIa00CThI0O M KOHTPAKTypaMM,
B pesynpraTe myTanuii B rene FHL I (Four-and-Half LIM
domain-1) [43]. MyTaunu B reHe JeCMUHA OOBIYHO IIPH-
BOISIT K AWIATAIIMOHHOU M PeCTPUKTHUBHOMN KapaIOMMIO-
naTusiM, HO MOTYT nposiBIIsAThCS Kak ' KMII ¢ atpuoBeH-
TpUKyJIsIpHOIT (AB) 61okamoii [44].

4.5. Cungpombl Manbgopmanmi

HexoTopbie cuHapombl Manib(opMalinii accormmnpo-
BaHbl ¢ TKMIT (Web 1a6:1. 3). Hamboiee yacTbie U3 HUX
BBI3BIBAIOTCS MYTAlIMSIMUA B T€HaX, KOMUPYIOIINX OEIKMN
Ras/MutoreH-akTUBUpPYyeMOll  MPOTEUMH-KMHA3HOTO
(MAPK) curHaIIbHOTO ITyTH, BKJIFOYast CHHIPOMBI HyHan
[45], LEOPARD (Jleuturo, BKI' HapyimeHwus, Iiaa3HOMI
TUTIEPTEJIOPU3M, TIyJbMOHAPHBIA CTEHO3, aHOMAaJIUK
TEeHUTAJINI, 3aIePXKKa POCTAa U HEMPOCEHCOPHASI TITyX0Ta)
[46, 47] u cunapom Kocremto [48]. BOMBIIMHCTBO U3 HUX
JIUAarHOCTUPYIOTCS B JIETCTBE, HO HEKOTOphIE Oojiee MsIT-
kue hopmel (HarpuMep, cuHapoM HyHaH) MoryT He pac-
TO3HABATHCS PAHO U UASCHTU(PULIMPYIOTCS B O0JIee To3/-
HEM BO3pacrTe.

4.6. UHdunbTpaTUBHBLIE 3a00N€BaHNS/
BOocCnasieHus

AMWIIONI03 cepala IPUBOIUT K YTONIICHUIO MMO-
Kapza JICBOTO M IIPaBOTO KeIyIoYKa, MEeXIIPeacepIHOM
TIEPETOPOAKN aTPUOBCHTPUKYIISIPHBIX KiallaHoB [49].
Hacnencreennsrit TpanctupernHoBeid (TT) m AL (1€r-
KX IeTei) aMUIONI03 MOXET U30JIMPOBAHHO MOPAKATh
CepIIie WM BOBJIEKATh APYTHE OpraHbl, TOTHa KaK OObII-
HBIT ceHWIBbHBIN TT-aMuiaonmo3 mopaxaeT, TJIaBHBEIM
00pa3oM, cepale W CBSI3KY KapIlaJbHOTo KaHama. OTEK
MHyoKapaa M KJIeTOYHasi MHGUIbBTpaLus IpU OCTPOM
muokapaute MoryT umutupoBatb ' KMII, Ho oHu s1BisI-
FOTCS TIPEXOMSIIIINM (PEHOMEHOM, COIIPOBOXKIAEMBIM JIPY-
TUMM KIMHWYICCKAMHN W JaO0OpaTOPHBIMM HaXOIKaMMH,
TTOMOTAIOIIMMU TIPENONIOXUTE nuarHo3 [50, 51].

4.7. QHDOKPUHHbIEe 3a00neBaHUs

TpaHnsutopHas XeayoodyKoBas TUMEPTPODUS MOXKET
HaOIIIOMAThCS y IeTel MaTepelt, CTpagalolnX I1abeToM,
Jaxe IIPU YCIOBHHM YIOOBICTBOPHUTCIHLHOTO KOHTPOJIS
nrabeta BO BpeMsi GepeMeHHOCTH [52]. Y B3pocibIx
rureptpodus geBoro xeaymouka (IJI2K) 3apeructpupo-
BaHa Tipu (eoxpomonmroMe [53] m akpomeranum [54],
HO JICYCHNE TIEPBUYHBIX SHIOKPHUHOJOTMIECKIX 3a00J1¢-
BaHMIT OOBIYHO TIPUBOINT K Pa3pelIcHUIO TUIIEPTPODUN.

4.8. JlekapcTBeHHble npenaparbl

AnuTeNbHBI TIPUEM HEKOTOPBIX JIEKAPCTBECHHBIX
TpenapaToB, BKITI0Yast aHA00IMIeCKIE CTEPOUIBI, TAKPO-
JINMYC, THAPOKCUXIOPOXWH, MOXET OBITh HPUUYMHON
TJI2K, x0T OHM peaKo MPUBOMAMAT K YTOJIIEHUIO CTEHKU
JieBoro xxeaynouka >1,5 cm [55-57].

5. AnarHocTuka

Junarno3 'KMII craBuTcs Ha OCHOBaHUM BBISIBJICHUS
YBEJIMYEHMST TOJMIIMHBI cTeHKU JIZK m100bIM BU3yanu3u-
PYIOIIUM METOIOM, HO (DEeHOTHUII 3a00JIeBaHUS TaKXKe
BKJIIOYAET MUOKapAualbHBINA (Pudpo3, Mopdoyoruye-
CKHME aHOMAaJMM MUTPAJBHOTO KJIAIIAaHHOTO KJIallaHa,
aHOMaJIbHOE (PYHKIIMOHMPOBAaHNE KOPOHAPHOTO MUKPO-
OUPKYJISITOPHOTO Pyclia U 3XOKapAauorpacdprIecKue aHo-
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Knunuueckoe JlnarHoctuyeckue
HcclieloBaHue KJTIOUEBbIE MIPU3HAKU
PonocioBHas Mismssar
[pusnaku > HET
TO3BOJISIONINE
BT TPEATNOIOXUTh
BKT
crnenuduueckoe
Buzyanuzanus cepaia 9
3abosieBaHuE?
JlaGopaTopHble TaHHBIE
na
JlanbHeiiiiee
creluaiu3upoBaHHOE

obcieoBaHue &
MYJIBTAAMCLMILTAHAPHBINA TTOAXOI

!

OnpenenéHHoe
TFeHETUYECKOe/TIPUOOPETEHHOE
3a00yieBaHUE

T'enernueckoe
TECTUPOBAHUE
OueBuaHasT MyTaLWsl, TPUBOASILAS
K 3200JI€BaHUIO, B TeHaX CApKOMEPHBIX
TMonymath —>| 6eJKOB
0 FeHETUYECKOM
Wi
TECTUPOBAHUU
O4yeBUAHON MyTaLlMK, TIPUBOISILEH
| K 3a60JIeBaHUIO, B TeHaX CAPKOMEPHBIX
0EJIKOB, He BbISIBJICHO
HMpuunna [MoxymaTh 0 Apyrux
He BbIsSIB/ICHA

TeHETUYECKUX/He-TeHETUUECKUX
MPUYUHAX

Puc. 2. Cxematnyeckoe npeactasneHne 06X NOAXOM0B K ANarHoCTVKe FMHeprOd}MHeCKOﬁ KapamomumonaTtun.

npumeuauvm: 1. TeneTnyeckoe KOHCYNbTMPOBaHNe HeobXx0ayMo [0 ¥ nocne nposeaeHnes reHeTm4eckoro nccrenoBaHns. 2. leHeTnyeCKoE TeCcTupoBaHne PeKoOMeH-
[yeTCs naumeHTam, y KOTOpbIX BbINONHAIOTCS anarHoctuyeckve kputepuu FKMI, ang BO3MOXHOCTM NPOBOAUTL MrEHETUYEKOE UCCNeS0BaHNe UX POACTBEHHMKAM. 3. Ans
peKOMeHJJ,aLlVIIZ no nHausmnayasabHbIM 06cnefoBaHus CM. COOTBETCTBYIOLLIME pa3aenbl.

CokpaueHue: IKI — anekTpokapavorpaMma.

Manun. BceenacTBue 3THOJIOTMYECKO TEeTepOreHHOCTH
3a00JieBaHUs, BBISIBJIECHUE YTOJIIEHUsT cTeHKu JI2K,
HE OOBSICHIMOE HaJWYMEeM YBEIMYCHHOM HATpy3KH,
IOJDKHO TTOOYXKIATh K CMCTEMAaTHYECKOMY ITOMCKY ITpH-
YUHBI 3a00JIeBaHUS. Y MHOTHUX OOJBHBIX 3TOT IIPOIECC
JIOJKeH BKITIOYATh CHELMATU3NPOBAHHOE J1TA00paTOPHOE
o0ceoBaHNe 1, B HEKOTOPBIX OOCTOSTENIbCTBAX, TeHEe-
THYECKHIT aHam3 (puc. 2).

5.1. AnarHocTu4yeckue Kputepumn
5.1.1. B3pocnbie

Y 63pocavix TKMII duaenocmupyemcs npu yeeauueHuu
moawunvl cmenku JIXK >15 mm 00noeo uau 6oaee ceemen-
mog muokapda JI2K, no pezyrvmamam ar0060i 8u3yaiuzupy-
roweit memoduxu (axokapouoepaghusi, MaeHUMHO-PE3OHAHC-
Has momoepaghus (MPT) uru komnoromepras momoepaghusi
(KT) cepdua), komopas He 00BACHACMCS UCKAIOYUMENbHO
YBeAuUeHHOI Hazpy3Koi 0agaeHUeM.

leneTnueckue  HereHeTMYECKUE 3a00IEBAHUS MOTYT
TIPOSIBJISITECSI MEHBIIEH BBIPAXKEHHOCTBHIO YTOJIIEHUS
creHKH (13-14 Mm); B 3THX cirydasix nuaraHo3 I'KMIT Tpe-
OyeT U3y4eHUsT TOTIOJIHUTEbHOTO MaTepuaia, BKIIIouast
CeMEeUHBII aHaMHe3, 9KCTpaKapAWaJIbHbIE CHUMIITOMBI
1 OCOOEHHOCTH, HapyIIeHUs] Ha 3JIEKTPOKAPANOTpaMMeE
(BKT), mabopaTopHBIe MCCICIOBAHMS M MYJIETH-MOIAJTb-
HYIO BU3YaJIU3AIHIO CEPIIIA.

YacTele MMATHOCTMYECKWE 3aTPyTHEHUsS 3aKioya-
IOTCS B CJIETYIOIIEM:

* IlposBnenuss mo3mHelt ((a3pl 3aboeBaHUSA,
COTTPOBOXKIAIONINECS AWIATAIINEH /U TUTIOKUHE3UN

JIEBOrO XeJyJAouyka M UCTOHYeHueM creHku JIK
(cMm. Pazmen 8.2).

+ ®dusnosormyeckas Iruneprpoduss B pe3ybTaTe
MHTEHCUBHBIX CIIOPTUBHBIX TpeHUpPOBOK (cM. Pas-
nen 12.1).

+ IlamueHTH C COMYTCTBYIOIIMMU 3a00j1€BaHUSIMU
(cM. Pazmen 12.2. mo rumepteHsum u Pazmen 12.4.
10 IMATHOCTUKE U JICUEHUIO 00JIe3HEN KIallaHOB)

* W3zommpoBanHas runepTpodus 6a3ajabHOro oTaeIa
MEJXCKETYIOYKOBOM IEePEropoAkKu y IOXWIBIX JIIOAEH
(cM. Pazmen 12.3).

5.1.2. Jetn

Kak u y B3pocibix, nuarHo3 ' KMII tpebyet Hannuus
yrosiieHus cteHku JI2K Gosiee, yeM Ha aBa CTaHAAPTHBIX
OTKJIOHEHMSI OT MPEANnojaraeMoro cpeaHero (z-gaxkrop
>2, Tae z-hakTop onpeneasieTcs KaK YMciIO CTaHIaPTHBIX
OTKJIOHCHHI OT MOMYJISIIUOHHOTO cpemHero) [S58].

5.1.3. PoacTBeHHUKMN

Knunuueckuii duaenosz 'KMII y poocmeennukos nepeoii
cmenenu poocmea nayueHmos ¢ 6eccnopHvim 3a004e6aHuem
(IJIK >15 mm) 6azupyemcs wa Hasuuuu HeoOsACHUMO20
uHaue ymoauwjeHuu cmenku >13 mm 6 odHom uau 6onee cee-
MeHmax MUuoKapoa, usmepeHHoM A00biM Memooom 8U3yaiu -
3ayuu cepoya (axoKapouoepaghus, MaeHUMHO-PE30HAHCHAS
momoepacghus (MPT) uau KT).

B cembsax ¢ renermueckumu popmamu ['KMIT HOCH-
TEJIV MyTallii MOTYT UMETb HE-TUarHOCTUYECKY 3HAYUMBIE
Mopdororndeckue aHOMaJIMK, KOTOpBIE TOpPOIl codeTa-
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Tabnuua 3

Mpumepbl NPU3HAKOB U CUMMTOMOB,
NO3BONSIOLLUX NPEANOSIOXUTb ONPeAesIEHHbIA AnarHo3
(mopuduumposaHo no Rapezzi et al. [67])

CUMNTOMbI/NPU3HaKN

TpyaHocTh B 06y4eHnm,
VHTENNEKTyanbHas 3afepkka

HelipoceHcopHas rnyxota

HapyLeHve 3peHus

HapyLueHve noxogku

MapecTe3nn/ceHCopHbIe
aHoManuun/Hemponatnyeckme
60nu

CvHIAPOM KapnanbHoro kaHana

[IwnarHos

+ MuTOXOHApHanbHble 601e3HN

+ CuHppombl Hynan/LEOPARD/KocTenno

+ bonesHb [laHoHa

+ MutoxoHapvanbHble 601e3HU (0CO6EHHO
B COYETAHUM C AnMabeToM)

+ BonesHb AHaepcoHa-Pabpu

+ Cungpom LEOPARD

+ MutoxoHzpuanbHele 60ne3Hu
(3aboneBaHus cetyaTku, atpodms
3pUTENbHBIX HEPBOB)

+ TT-onocpenoBaHHbIN aMUnIonao3
(BaT006PA3HLII TUM MOMYTHEHMS
CTEKNOBUAHOrO Tena)

+ bonesHb [laHoHa (MUrMEHTHBIV PETUHUT)

- BonesHb AHepcoHa-dabpu (kaTapakTa,
NMOMYTHEHVIE POrOBHLIbI)

+ Atakcus Ppuapeiixa

+ AMunongos
+ BonesHb AHpepcoHa-dabpu

+ TT-onocpenoBaHHbI aMmMnonao3

(ocobeHHo npy 6unatepansHOM
NOPAXEHUN Y MYXYH)

MblilweyHas cnabocTb + MuToxoHapransHble 601e3HM

+ bonesHn HakonneHus rvkoreHa
+ MyTtauwmu B reHe FHL-1

+ Atakcms ®puapeixa

[masHoi NTo3 + MuToxoHapvanbHble 601e3HN
+ Cunapombl LEOPARD/HyHaH
* MuoToHnyeckas guctpodus
+ Cungpombl LEOPARD/HyHaH

+ BonesHb AHpepcoHa-dabpu

JleHturo/nartxa “café au lait”

AHrMoKepaToMmbl, rMNoruapo3
Cokpawenus: FHL-1 — [poteuH-1 YeTbipex ¢ nonosuHoi LIM-gomeHoB,
LEOPARD — neHturo, aHomanuu 3KI, rnasHoi runeptenopmam, nynbMOHAPHbIA

CTEeHO03, aHOMaIMM reHUTaNMni, 3aepXKa PocTa u HelpoceHcopHas rmyxoTa, TT —
TPaHCTUPETUH.

foTcst ¢ m3MeHeHnsIMy Ha DK, XoTst criermmpnaHOCTb 3THX
HaxOmOK HM3Kasd, B KOHTEKCTE CEMEWHOIOo 3a00JIeBaHUS
OHHU MOTYT CBUIIETEILCTBOBATh O MSITKOM MJIM paHHEH BBIpa-
JKEHHOCTH 3a00JIeBaHMS, ¥ HaJIMIKe HECKOIBKUX IIPH3HA-
KOB YBEJIMUMBAeT aKKypPaTHOCTh MpEICKa3aHMs 3a00JieBa-
HMS B TeHOTUIIMPOBAHHOM TomyJisiuu [59-61]. B uenom,
HaJIa¥e JIIOOBIX aHOMAIMiA (HarprMep, aHOMaJIbHasI TOTI-
mwieporpacdust MUOKapaa W Harpy3ouHasi aedopmarus [62-
64], HeroIHOe CUCTOIMYECKOE MepeaHee ABrkeHre (SAM)
WIN pacTsSDKeHME CTBOPKM(-OK) MUTPAJBHOTO KilaraHa,
aHOMAJTbHBIC NAIMWIISIPHBIC MBIIIIBI), OCOOCHHO IIpU
Haymany HapymeHnii Ha DKI, yBeamamnBaeT BepOsITHOCTD
3a00Jj1eBaHuUs1 Y POACTBEHHUKOB |59, 65, 66].

5.2. AHamHe3 1 Ppu3ukanbHoe oocnepgoBaHue
Bo3spact — 310 01MH 13 caMbIX BAXKHBIX (paKTOPOB, KOTO-
PBIC NOJLKHBI OBITH TIPUHATBI BO BHUMaHHWE ITPHU paCCMOTPE-

HUM Bo3MOXHBIX npuunH ['KMII. Hanpumep, Hacnen-
CTBEHHBIC MeTa0OJIMUECKIE 3a00JICBaHUSI M BPOXKICHHBIC
I3MOp(pIUeCKe CHHAPOMEI TOPa3io dYallle BCTPEUAIOTCS
cpenr HOBOPOXKICHHBIX M MJIAICHIIEB, YeM CPEIU CTapIIX
JIeTel WM B3POCIIBIX, Torna Kak TT-omocpenoBaHHEIIT aMHU-
JIOUI03 — 3TO 6OJIE3Hb, B OCHOBHOM, MYKYMH CTapiiie 63 JieT.

CocraBjieHre PONOCIOBHOM, comepsKalieii MH(popMa-
IO O TPEX-YETBIPEX IMOKOJIICHMSIX CEMbU TIOMOTACT ITOMI-
TBEPIUTh TCHETHUYCCKYIO MMPUINHY 3a00JeBaHUS 1 BEISB-
JIIeT APYTHUX YWICHOB CEMbH, ¥ KOTOPBIX €CTh PUCK Pa3BUTHUS
60s1e3un. CrielmaybHOe BHUMAHNE CIICAYeT YICISTh TAKIM
OCOOCHHOCTSIM, KaK BHE3aITHasI CepAedHast CMepTh, HeOOb-
SICHAMasl CepIevHasl HeIOCTaTOYHOCTh, TPAHCIUIAHTAIIUS
cepaiia, MMIDTAHTALIMK BOAWTEISI pUTMA WA Ae(pUOPUIUISI-
TOpa, UH(popMaIrsI O CUCTEMHbIX 3a00JIeBaHUSI (TaKUX, KaK
WHCYJIET B MOJIOZIOM BO3pacTe, C1ab0CTh CKEJICTHBIX MBIIIIIT,
IUCYHKIMS TIOYeK, TUA0eT, TYTOyXOCTh U T.J.). AHaIu3
POIOCTIOBHOM MOXKET TaKxKe TIO3BOJIUTH ITPEIITOIOXUTE THTT
HacaenoBaHus1. bonbimHCTBO reHeTnueckux opm 'KMIT
HaCJIEAYIOTCS ayTOCOMHO-HoMHHaHTHO (Web Tabm. 2)
¥ XapaKTePHU3YIOTCS HATMYUEM OOJTbHBIX B KaXKIIOM ITOKOJIe-
HUU, C Tepenadeil oT poauTesieii 000MX ITOJIOB (BKITIOYAsT
mnepeaady oT otua K chiHy) ¥ 50% puCK Uil IIOTOMKOB.
X-CIIeIUICHHOS HAC/IeIOBaHNE TOJDKHO IIPEIITONAraThesl,
eCI MYXUYMHBI SIBJISTIOTCSI CIMHCTBCHHBIM WM OoJee
TSCKEIIO TTOPaXKEHHBIM TIOJIOM, M HET Ilepemadd OT OTIa
K CBIHY. AyTOCOMHO-PEIICCCBHOE HACJICIOBaHMe, 10 Kpaii-
Hell Mepe, OOBIYHBIN BapHMaHT, IIPEAIIojiaraioT, Korga ooa
pOIUTENIST 3IOPOBBI M COCTOSIT B KPOBHOM porcTBe. Korma
KEHIIUHBI — HO He MyJcuuHbl — TIEpPeHaroT 3a00JIeBaHMe
JIeTIM O0OUX TIOJIOB, CJICAYeT YYWUTHIBATh BO3MOXKHOCTH
MyTauuii B MutoxoHapuaasHoi JIHK.

Mmuorne momn ¢ 'KMII He mMeloT Xajob WM OHU
HE3HAUNTENIBHBL. B Takmx ciIydasix OuMarHo3 MOXET CTa-
BUTECSI CIyJalfHO MJIM KaK pe3yJIbraT CKpuHuHTa. HekoTto-
pblc OOJNBHBIC OIIYIIAIOT CTCHOKAPOUTUYICCKUE OO0JIH,
OIBIIIKY, cepancOneHuss M obMmopoku (cMm. Pasmen 8:
O1ieHKa CMMITTOMOB). MHOTHE 3KCTpa-KapauaabHbIe CM-
IITOMBI CJIYKAaT YKa3aHMEeM Ha CHeIMOUUCCKUi OUarHo3
(ta6:1. 3) [67]. [1omoOHBIM e 00pa3oM 001 (PU3NYECKIIA
OCMOTP MOXKET 00J1eTJYaTh TUATHOCTIUUCCKIII ITONCK Y TTallH-
€HTOB C CHHIPOMATHHBIMY MJIN METaOOIMICCKUMMY TTPUIH-
Hamu ['KMII. ITapanokcanbHO, YTO CEPACUHO-COCYIUCTHIE
HCCIeIOBAHMS YAaCTO MOKA3EIBAIOT HOPMAJIbHEII Pe3yIIBTarT,
HO y TAILIMEHTOB C OOCTpYyKLIMEN BbIBOAHOro Tpakrta JI2K
(OBTJIX), MOTYT BEISIBIISITBCSI MHOTYIE TUITMYIHBIC OCOOCH-
HOCTH, BKJTIOYasl HEYCTOMIMBOCTH apTepHUAIBHOIO ITyJIbCa
WIN CUCTOJIMICCKUI IITyM M3THAHMS I10 JICBOMY CTepHAJIb-
HOMY Kpalo, KOTOPBIN ITPOBOMUTCSI IO ITPABOTO BEPXHETO
CTepHAIBLHOTO Kpast U BepXyIIKU. VIHTEHCUBHOCTD IITyMOB
YCUJIMBACTCS TIPH CHIDKCHUH KeJTyIOYKOBOM IpeIHATPY3KHI
WJIU TTOCTHArPy3KH, HAIIpIMED, TIPU BCTABAHUY 13 TIOJIOKE-
HUS cuasd Wi (DOPCHPOBAHHBINA BBIIOX IIPW 3aKPBITHIX
IBIXaTeNIBHBIX MyTAX (1Ipoba BambcanbBel). BOMBITMHCTBO
mamenToB ¢ OBTJIK Takske MMEIOT TIpU3HAKA MUTPaTh-
HOW perypruTaunu.
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KNNMHWYECKME PEKOMEHZALNN

Ta6bnuua 4
AnekTpokapauorpadpunyeckue aHomanum,

NO3BONAIOLIMNE NPEANONIOKUTb KOHKPETHbIW AVMArHo3 unu mopdonoruyeckuii Bapmanr [67]

HaiineHHble 0co6eHHOCTU

KopoTkuit PR nHTepBasn/paHHee
B0O306YXaeHve

AB-6nokapa

BoipaxenHas [T1X (bann no Cokonosy
>50)

Hwn3akwnin BonbTax QRS (Mnu HopmanbHbIn
BOJIbTaX HE CMOTPS Ha yBENYEHNE
TONLUWMHBI CTEHKM JTXK)

BoipaxeHHoe nepepHee (“ceBepo-
3anapHoe”) cmelleHve QRS BekTopa
TMraHTCckuil HeraTuBHbIN 3ybel, T

(>10 mm)

AHOMarbHasi NPOAOMKUTENBHOCTb Q
BOSHbI >40 MC n/unn >25% rnyouHb
R-BOMHbI M/unu mybuHa >3 MM x0T Obl
B ABYX OTBefeHusx kpome aVR
CBopayatas aneBauus cermeHTa ST

B flaTepasbHbIX FPYAHBIX OTBEAEHUSX

KommeHTapuii

PaHHee Bo36yx/eHu1e Xenyao4koB — YacTblil peHomeH 6onesHeit HakonneHus (Momne, PRKAG2 1 [JaHoHa)

1 MUTOXOHApPWanbHbIX 6GonesHelt (MELAS, MERFF). KopoTkuii PR nHTepsan 63 paHHero Bo30yxaeHws Xenyno4kos
BCTpeyaetcs npu 6onesun AHgepcoHa-Pabpu.

MporpeccupytoLas aTproBEHTPYKYASIPHOE 3amMeJieHne NPOBEAEHNS HacTO BCTPEYAETCS MPU MUTOXOHAPUANbHbIX
3a601€BaHNSX, HEKOTOPBLIX 60NE3HsIX HakoNeHus (Bknio4as 6oneaHb AHaepcoHa-Pabpu), amunonaose, [ECMUHOMATUSX,
1y NaUVEHTOB C MyTauusimm B reHe PRKAG2.

YpesBbluaiiHo 6011bLLOM BoNbTaX QRS TMnnyeH ans 6one3Heit HakonneHus, Takmx, kak Nomne v [JaHoHa, HO MOXET ObiTb
pe3ynbTaToOM TOMbKO PaHHErO BO3OYX/AEHMNS XENYyL04KOB.

Huskuin BonbTax QRS B 0TCYTCTBME NEPUKAPANANBHONO BLINOTA, OXUPEHUS 1 60Ne3Hn NErkux peako Habmopaercs

npu FKMIT (3a uckio4eHeM cnyy4aes cTaamum AeKoMneHcaumm), Ho Bctpeyaetcs Ao 50% nauneHTos ¢ AJl-amunonno3om
ny 20% c TT-amunongosom. AuddepeHumnanshblin fnarHo3 mexay F’KMM u kapavansHoii dopmoit ammnonposa
obneryaeTcs npy 4O6ABNEHUN B U3MEPEHWSt COOTHOLLEHMS Mexay BonbTaxoM QRS 1 TonwwmHoi cterkmn JIXK.
HabntonaeTcs y nauMeHToB C CMHAPOMOM HyHaH, MMEIOLLMX BbIpaXeHHYto 6a3anbHylo runeptpoduio,
pacnpoCTpaHAIoLLYIOCS Ha BbiBOAHOM oTaen MX.

TUraHTCKuiA HeratvBHbIv 3ybeL, T B NpeKopAnabHbIX U/vnv nepeaHenatepanbHbiX 0TBEAEHUSX CBUAETENbCTBYET

0 BOB/EYEHWM BEPXYLLKM JDK.

AHomanbHo rnybokas Q-BosiHa B nepeaHenaTepasbHbix 0TBeAEHUSX, 0ObIYHO C MONOXUTENbHOW T-BOJHOW,
accouMmnpoBaHa ¢ acMMMETpUYHOM runeptpodmeit JK. AHoManbHas NpoAoMIXUTENbHOCTL Q-BOSHLI (>40 ms)
accoummpoBaHa ¢ 061acTamMm GUBPO3HOro 3aMeLLEeHus.

Y HEKOTOPbIX NALWEHTOB C anuKanbHON N ANCTaNbHON rmnepTpoduein pasBmBaloTCs ManeHbK1e anvkanbHble
aHeBPV3MbI, MHOMAA aCCOLMMPOBaHHbIE C MMOKapamanbHbiM Grbpo3omM. OHK BhISIBASIOTCS ToNbko npu MPT cepaua,
BeHTpuKynorpacdum nnm IxoKl ¢ KOHTPACTMPOBAHMEM, YACTO aCCOLMMPOBAHbI C 3neBaumneit ST B naTepanbHbIX MPyaHbIX

0TBEAEeHUSAX.

CokpaueHusi: MELAS — muToxoHapuanbHas aHuedanonatus, nakrat-aunaos, UHCynsTo-nofobHele anm3oabl, MERRF — MuOKIOHYC-anmaencusi, “pBaHble KpacHble
BosokHa”, PRKAG2 — ramma-2 cy6beamHMLa aaeHo3MH-MOHOPOoChaT-akTMBMPYEMO NPOTENH-KMHA3bl, AB — aTproBEHTPUKYASPHBIA, AJT — amunoug, NErkux Lenen,
KM — runeptpoduueckas kaparomuonatus, [TIXK — runepTpodus nesoro xenyaouka, JIK — nesbiit xenyaodek, MPT — MarHuTHo-peaoHaHcHas Tomorpadus, MK —

npasblii Xxenyno4ek, TT — TPaHCTUPETUH.

5.3. PaszoBasi u pnutenbHas
anekTpokapauorpadpus

CranpmaptHag 12-kananbHasg DKI' B Havase 3a00eBa-
HMSI MOKET ObITh HOpMaJIbHO (6% B 00C/IEIOBAHKSIX COOT-
BETCTBYIOIIMX KOTOPT ITALIMEHTOB), HO OOBIYHO BBISIBIISI-
I0TCS1 pa3anyHble KomOmHauuu npusHakos [JI2K, anoma-
suu ST — u T-BonHel, naTonorndeckuii Q-3yoerr [68]. Dtu
TIPU3HAKKM MOTYT YKa3bIBaTh HA IPYTHe COCTOSTHUSI, TAKWE,
KaK MIIeMIsT MIOKapaa I WHMAPKT, HO IIpY MHTEPIIpeTa-
LIM1 COBMECTHO C HaX0KaMu Ha a3xokapauorpacduu u MPT,
B3SITBIC BMECTE C BO3paCTOM AMArHO3a, THUIA HACIeOBaHMS,
U aCCOLMMPOBAHHBIMU KIMHUYECKUMM IIPOSIBIICHUSIMH,
MOTYT CBUIIETEILCTBOBATh O HAIMYWHU IIEPBUIHOTO 3a00J1e-
BaHMS WIN JaBaTh BO3MOXHOCTb YTOYHEHUSI PacIpoCTpa-
HEHUS TUTIePTpoGUU WM PyOILIOB B MHOKapzae (Tabi. 4).
st aToii iemm DKI pekoMeHIyeTcsT BO BpeMsI IIEpBUIHOTO
00cIeI0BaHMS TAIIEHTA C YCTAHOBJICHHOM VUM TTPEATIofa-
raemoii ' KMIT 1 10/mKHO TTOBTOPSITHCST BCSIKMIA pa3, KOraa
MEHSIETCS CUMITTOMATHKA Yy OOJBHBIX C YK€ YCTAHOBJICH-
HBIM ararHo3oM. DK SBisieTcsl TaKKe YyBCTBUTEIBHBIM —
XOTSI M HeCITeM(IeCKM — paHHUM MapKepoM 3a00J1eBa-
HMSI Y POACTBEHHUKOB [61].

YacToTta apuT™MUiA, BEIIBIIIEMBIX K JutTeTbHOM DKI
MOHUTOPUHTE, 3aBUCUT OT BO3pacTa. ACUMIITOMHAsI HEY-
cToiumBas kemynoukosast Taxukapoust (HY2KT) ¢ gacto-

toir 120-200 ya/mMuH pa3BuBaloTcs y 25% B3pOCIBIX
¢ ’KMII [69, 70]. ITapokcu3MabHbIe HAIKeIydI0YKOBbIC
apUTMHUN PETHCTPUPYIOTCS BO BPeMsl UIMTEIBHOIO 3JIeK-
TpoKapauorpamIeckoro MOHUTOPUHTA He MEHee, JeM
y 38% mnauuenToB [70]. HyuurenbHblii MoHUTOpUHT DKI
PEKOMEHAYETCSI B Ka4yeCTBE IEPBUYHOIO KIMHUYCCKOTO
00cIemoBaHMS UTSI OIICHKM PHICKA BHE3AITHOM CEepICYHOM
cmept (Pasmenm 9.5: BHesamHast cepmedHash CMEpPTh)
u uHcyinsra (Paznen 9.4: TpencepaHble TaXUApUTMUN).

PekomeHgauumn no anekrpokapauorpadpum

PekomeHpauus Knacc® yposebe Cebinku®
CranpapTHas 12-kaHanbHas | B 61, 67,
anekTpokapavorpabus pekoMeHL0BaHa 68
nauveHTam ¢ npeanonaraemomn

rneTpoduyeckoi kapAMoMUonaTei, 4Tobb!

0651erynTh ANArHOCTUKY 1 NPeLoCTaBUTb

CBEAEHVS ANs NOHUMAHWS 3TUONOTUN.

48-4acoBoit aMmBynaTopHbIi MOHUTOPUHT IKT | B 69-73

pekomeHayeTca nauueHTam npu Ha4asabHOM
KIMHUYeCKOM 06CNeA0BaHNN 4151 BbISIBNEHNS
npencepnHbIX 1 XenynodkoBbIX apMTMMVI.

< b
Npumeyanme: ° — KNacC PeKOMEHAALINIA,  — YPOBEHb [IOKA3ATENBHOCTH,  — CCbiM-
Ky, NOAOEPXUBAIOLLME YPOBEHb 10KA3ATENBHOCTY.
Cokpauienue: SKI — anekTpokapamorpadus.

17



Poccuiickuin kapayonorudeckui xypHan N2 5 (121) | 2015

5.4. dxokappuorpadus

Oxokapnuorpaduss — MMeHTPAIbHBIA METON IMAarHo-
ctuku 1 MmoHutopurra 'KMII. ¥ GonbimHcTBa NaneH-
TOB TUNIEPTPOGUS MPEUMYILIECTBEHHO BOBJIEKAET MEXKE-
JIyIOYKOBYIO MEPEropoAKy B OaszaibHbIX oTnenax JIK,
HO 4acTO pacnpocTpaHseTcs Ha O0KOBYIO CTEHKY, 3aIHIO0
cTeHKyY 1 BepxymKy JIK [74]. Tak Kak yToJIIIeHre CTCHKU
XeJlymouka MOXKET HaOJIIoAaThCsl TPAKTUUYECKU B JIIOOOM
MecTe (BKITIOYast TIPaBhIN KeJyIoueK), TO HAIMIUE, pac-
MIPOCTpaHEHNE W BHIPAKEHHOCTH TUIIEPTPODUN TOKHA
ObITb AOKYMEHTUPOBAaHA C MCIIOJb30BAaHUEM CTaHOAAPT-
HOTO MPOTOKOJ1a MEPEKPECTHOIN BU3yAIM3aLIMU B HECKOJIb-
KUX Mpoekiusx. [IpaBuibHas opreHTalMsl U Hampasie-
HUeE Jy4a BIOJb OPTOTOHAIbHBIX MPOEKIIMI HEOOXOIUMBI,
YTOOBI N30€XKaTh HAKJIOHHBIX CEYEHUI 1 3aBbILLIEHUS TOJ-
LIMHBI cTeHOK. M3MepeHMs ToNMHBI CTeHOK JIZK ToKHbI
MPOBOJIUTHCS B KOHEUHO-AMACTOIMYECKYIO (ha3y, Tpea-
MOYTUTEBHO B KOPOTKUX OCEBbIX Mpoekiusx. [lo Bo3-
MOXHOCTH, ClieayeT u30eratb uamMepeHuit B M-pexume
B IMapacTepHaJIbHOM IJIMHHOW OCEBOM IPOEKIMU, YTOOBI
n30eXaTb 3aBbIIIEHUSI TOJIIIMHBI MEPErOPOAKM 3a CUET
KOCBIX cpe3oB. CremyeT IMpUAEpPXKUBATLCS CTaHOAPTH30-
BAaHHOTO MOAXOJAa K CErMEHTUPOBAHUIO MHUOKapja
¥ HOMEHKJIaType JJIsI BCEX PEXKUMMOB BU3yanuzauuu [75].

5.4.1. OueHKa TONLWMHbI CTEHKU JIEBOIO Xenyao4ka

CymecTByeT OOJIBIIIOE YHCIIO 3XOKapamorpadpmie-
CKMX MHIEKCOB, KOTOPBIE MO3BOJISIIOT IIPOBOAUTH IOy~
KOJIMuecTBeHHy10 olleHKy [JI2K, HO mis auarHocTuhue-
CKMX IIeJIell eOWHCTBEHHBIM HambOoJjiee pejieBaHTHBIN
mapaMeTp — MaKCUMaJlbHas TOJNIIMHA cTeHKu JIK
Ha JII000M ypOBHE.

Y nauuenmos c uzeecmuoii uau npeononaeaemoii TKMIT
Heobx00umo uccaedosanie écex ceemenmos JI2K, om b6azans-
HbIX 0m0denoé 00 8epxXyuiKu, ¢ 003amenbHoll OUeHKOIU moa-
WUHbBL CMEHKU HA YPOBHAX MUMPANbHO20 KAANAHA, CPEOHe20
omdena JIK u eepxywku.

TouHast oueHKa TOMIMHBI cTeHKU JIZK MoXeT ObITh
CJIOKHOM, KOTa TUIIepTpOdusT OrpaHIMIeHA OTHIM-IBYMST
CerMEHTaMM, OCOOCHHO TepeTHEOOKOBOM CTEHKOM WIIN
Bepxyuikoit JIK [74, 76-80]. B Takux ciy4asix TpeOyIlOTCs
JTOTIOJTHATEITBHBIC TIPEIOCTOPOXKHOCTH B IIPOIIECCEe BU3Yya-
Jm3anuy (HaIpuMep, YIJIOBasl YCTAHOBKA TAaTYWKA, YTOOBI
n30eKaTh HETOYHOCTEH, CBSI3aHHBIX C OOKOBBIM pa3pelie-
HHEM M YKOPOYCHMEM). AHAJIOTMYHO, TIATe/IbHAS BU3ya-
JIM3aIsT BEPXYIIKA B ITapacTepHAIIEHON M MHOXKECTBCH-
HBIX alIMKAJTBHBIX TTO3UINSIX HEOOXOMMMBI IJISI TOTO, YTOOBI
BbISIBUTH anukaibHylo I'KMII. Eciau cermMeHT amekBaTHO
HE BU3YAJIM3HUPYETCS, CIICAYeT pacCMOTPETh BO3MOXKHOCTD
KoHTpacTHpoBaHus JIK ¢ mcronb30BaHUEM YIBTPa3BYKO-
BBIX KOHTPAcTHBIX BerecTB W MPT cepmiia [81].

5.4.2. AccouMmnpoBaHHbIe aHOMaNUU MUTPANIbHOTO KJlanaHa
Y BbIBOOHOIO OTAENA NIEBOro Xenyaouka

ITpuGAN3NUTENBHO Yy TPETU MALIMEHTOB BBISIBJISIETCS
IICH cTBOpOK MHUTpAaJBbHOTO KjalaHa B ITOKOE, YTO

NOPUBOAUT K OOCTPYKLIMM BBIBOAHOro otaena JI2K,
TOTOa KaK y OpPYyroil TpeTu IIpeAcTaBlieHAa TOJIBKO
JIaTCHTHAsI OOCTPYKIIMS TOJBKO BO BpeMsI OBUKCHUIA,
YBEIMUUBAIOIINX PEXUM HATPpy3KU U COKPATUMOCTh
JIXK (cm. Pazmen 5.4.3: OneHka JaTeHTHOM OOCTPYK-
nun) [82-85]. HApyrue mopdonaorndeckue oCOOEHHO-
cTH, Kotophle BHocAaAT Bkiag B OBTJIK, BximiouaioT
AHOMAJIMM MaNWIISPHBIX MBI (TUHEepTpOohuUs,
mepenHsAsT W BHYTPCHHSIST OHUCIOKAIWSI, HEIIOCPEHI-
CTBEHHOE MMPUKPEIUICHNE K CTBOPKE MUTPAJIbHOTO KJla-
nmaHa) W aHOMaJWU CTBOPOK MMTPAJBHOrO KJiallaHa,
Takue, KaK yIJIMHeHue WM pa3pactaHue [78, 86-90].
Xorga mmHammdeckags OBTJIK wacTto BcTpeuvaetcd
y nanueHToB ¢ 'KMII, oHa Takxke Habaomaercs npu
IPYTHX OOCTOSATEIBCTBAX, KaK HallpuMep, KaabHupu-
Kanms 3agHel JacTu (PUOpPO3HOIO KOJbIIA MUTPAIh-
HOTO KJIamnaHa, TUTIIEPTeH3USI, TUITOBOJICMUS M COCTOS -
HUS TOBBIIIICHHO COKPAaTUMOCTH.

ITo ompenenenuio, OBTJIZK — 3T0 MTHOBEHHO BO3-
HUKAOIINN TOMILICPOBCKUI ITOABEM JaBJICHUS B BRIBOI -
HoMm otaene JIK ¢ rpageATOM >30 MM PT.CT. B TOKOE MJIN
py (U3NOJIOTHIECKOM ITPOBOKAIINM, TaKOM, KaK mpoba
BanbcanbBel, BcTaBaHue Win (pu3mdeckast Harpyska. Ipa-
IUEHT =50 MM PT.CT. 0OBIYHO CYMTACTCS ITOPOTOM, TTIOCIIC
koroporo OBTJI2K cTaHOBUTCS TeMOOMHAMWYECKH 3HA-
YUMBIM. DTa KOHIETINS 6a3upyeTcsl Ha NCCIICIOBAHMIX,
KOTOpPBIC IEMOHCTPHUPYIOT pAacCTyIlee COIPOTHUBJICHUE
TOKY KPOBH IIPH IPEBHIIIICHUH 3TOTO TTopora [78].

Koeoa 6 nonocmu JI2K onpedensemces epaduenm, 8axicHo
cucmemMamu4ecKu UCKAHUMb 00CMPYKUUIO, HeCBA3AHHYIO
¢ IICI, ekatouas cybaopmanvhyro memOpaHy, aHOMaiuu
CMBOPOK MUMPANbHO20 KAANAHA U 00CMPYKUUIO UeHMPAaNb-
Houl yacmu noaocmu JIXK, ocobenno ecau naanupyromces
éMeuamenvcmeda, HanPaeAeHHble Ha YCmpaHeHue 06CmpyK -
yuu JI2K.

Cucrematndeckoit npymepHoir (2D) m momrurepoB-
CKOM 3X0Kapauorpadu 0OBIYHO TOCTATOYHO JIJIST BHISIB-
JIeHnsT Mexanu3ma 1 BeipaxkeHHocTn OBTJIK, omHako,
KOrla HEWHBAa3WBHOI BHW3yaaW3allMi HEIOCTaTOUHO,
HEKOTOPEIM TIaIlUEHTaM MOXET OBITh IIpemIoKeHa
TpaHcTrIeBomHas sxoKapauorpadus (TI1-DxoKI') nwim
WHBAa3WUBHOC WM3MEPEHHE OaBICHHS B KOMOWHAIINU
¢ MPT.

IlepemHee cHCTOIMYECKOE NBIDKCHHE MUTPAJTBHOTO
KJIalTaHa TIPaKTUISCKU BCeTna MPUBOIUT K HEAOCTATOU-
HOCTH HOPMAaJIBHOTO CMBIKAaHHS CTBOPOK M MUTPAIBHOM
pEeTypruTalifii, OT CPeaHE — IO MO3THE-CUCTOIMICCKOM
¥ OpHMEHTHUPOBaHA HIDKHEATepaIbHO, M3MEPEHUE CKO-
POCTH M BpeMEHHN MUTPAJIBLHOIO TIOTOKA IOMOTaeT Iud-
(epeHpoBaTh €€ OT TypOYJACHTHOCTH B BBIBOIHOM
tpakTe JI2K. [1CJI-ommocpenoBaHHass MUTpaJIbHAST PETyp-
TUTALMSI IMTHAMWYIHA 110 CBOCH IIpUpOIe U e€ BhIPAKEH-
HOCTh MEHsSEeTCS B 3aBHUCHUMOCTH OT crerreHn OBTIIK
[78, 91, 92].

Haauvue yenmpanvHo — uau nepeoHe-HANPAGAEHHO20
MoKa MumpanvHoll pezypeumauyuu O00ANCHO Bbl3bI6AMb
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2D u [TomuiepoBcKas 3xokapauorpacdus B MoKoe, MaHEBpe BasibcaibBbl M BCTABAHAM

v

v

MakcuManbHbIi cripoBolipoBaHHbI MUK OBTJIZK 250 MM pr.cT. |

| MakcuManbHbIi cripoBolipoBaHHbli MUK OBTJIZK <50 MM pT.cT. |

|

v v
Cwum. Pazznen 9.1: JledeHne o6CTpYKLMK BEIBOZHOTO TPAKTa | ACHMITOMHBIIT* | | CUMIITOMHBIA |
JIEBOTO KeJIyIo4yKa v v
| IMosropsite Ox0KT 1 pa3 B rox | | Crpecc-3xokapauorpadust |
v : v
MakcuManbHbII CIPOBOLIMPOBAHHBIN | | MakcMMaIbHBIN CIIPOBOLIMPOBAHHBINA
muk OBTJI2K 250 MM pr.cT. Kk OBTJI2K <50 MM pT.CT.
v v

cM. Paznen 9.1: Jleuenue o0CTpyKLIUU
BBIBOIHOTO TPAKTa JIEBOTO XKEIyI0uKa

JlexapcTBeHHast Tepanusi (cM. Pasnen 9:
JleueHre CUMIITOMOB M OCJIOXKHEHMIA)

Puc. 3. MpoTtokon o6cnefosaHns 1 neveHns 06CTPYKLMM BbIBOAHOTO TPAKTa NEBOTO XENyA0UKa.
MpumeuaHue: * — cTpecc-axokapamorpadus MOXeT PacCMaTPUBaTLCS Y OTAENbHBIX MALMEHTOB, €CN UMetoLLMiica rpagmeHT BTJDK TpebyeT pekoMeHzauumii no obpasy

XN3HN N Ha3Ha4YeHns J'IeKapCTBEHHOVI Tepanuu.

nodosperie Ha 8PONCOEHHbLI NOPOK MUMPANbHO20 KAANAHA
u nobyxcoams K danvHeiuiemy 00c1e008aHUI0 ¢ npueaeye-
nuem TIT-Dxo0KT, ecau smo neobxooumo.

5.4.3. OueHka IaTeHTHOI 06CTPYKLMMN

Brrasinenune OBTJIK BaXHO 1 JT€4EHUS CUMIITO-
MOB WM OIICHKHM pPHMCKAa BHE3AITHOM CEepACYHON CMEpTHU
(cMm. Paszmen 9.5: BueszamHas cepaewHasi cMepTh). 2D
1 IOMIUICPOBCKas 3XOKapauorpadus BO BpeMsI IPOOBI
BanbcanbBBI cHUIS W MONYNIEXa — U 3aTeM CTOSI, €CIIN
HE MOSIBJISIETCS TPaIUeHT — PEKOMEHIYSTCS BCEM ITalll-
eatam (puc. 3) [78, 93]. Crpecc-3xokapauorpadus
PEKOMCHIYETCS CUMNMOMHbIM TIAIIMECHTaM, €CITH M3ME-
perus néxa He mHaynupyoT OBTJIK >50 mMm pr.cT
dapmakoyorndeckasi Harpy3049Hasi 1poba ¢ 100yTaMu-
HOM HE PEKOMEHIYeTCsI, TaK KaK He SIBJISICTCS (hM3MO0JI0-
TUIHON W MOXKET INIOXO NEPECHOCUTHCSI. AHAIOTUYHO,
HUTPATHl HE BOCIIPOM3BOIAT CTPECC-MHIYIUPOBAHHOTO
rpagveHTa, W OOJKHBI OCTaBaThCSA JUISI TTAIIMEHTOB,
Y KOTOPBIX HEIb3s IIPOU3BECTU (HDU3HOIOTHICCKIE
Harpy3o04HbIe TIpOOHI [94]. ECTh HEKOTOpBIE CBUIETEIh-
CTBa B MOJIb3Y TOTO, YTO TPAZWCHT, ITOSBIISIOIINIACS
IocJie IMpuéMa IMUINHM, OKa3bIBAeTCS BEHIIIE, YEM ITOJIY-
YeHHBIN HATOIIAK, U ITpeMeInKaIus 6eTa-0I0KaTopamMu
HEPEeOKO CHIKACT YacCTOTY M BBIPAXXEHHOCTb CTpEeCcC-
WHOYIIMPOBAHHOTO TpagleHTa B BRIBOTHOM TpakTe JI2K
[95]. Tak Kak mMeeTCsI CpaBHUTEILHO HEMHOTO JaHHBIX,
CPaBHUBAIOIINX IIPOTOKOJBI CTPECC-3X0Kapanorpahuu
[93, 95-98], mabopaTopuu TOJKHBEI BEIPAaOOTATh 1 BaJIM-
INPOBAaTh COOCTBEHHBIC IPOTOKOJBI, M OBITH YBEpeH-
HBIMH, YTO TIEPCOHAJ B TODKHOM CTEIIEHN 00YyJIeH IIPO-
BEICHUIO TIPOLCAYPHI.

BreimonHAeMBIe J€Xa HATrpy30YHBIC MAHUITYJISIITUKN
TIOJIC3HBI IJIST CTpaTU(GUKAIUN PUCKA Y dACUMIMOMHBIX
6opHBIX (cM. Paznen 9.5: BHe3amHast cepaedHasi CMepTh),
TOrga KaK PYTMHHAs Harpy309Hasl CTPeCcC-3XOKapauo-
rpacdus B 3TOM CHUTyallMM IIPOCIIEKTUBHO HE OIICHWBA-
JIach M IOJDKHA PacCMaTPUBATBCS TOJBKO MJIS OTAETBHBIX

manueHToB, y Kortopeix Hammume OBTJIK BaxkHo mis
peKOMeHJAlMii B OTHOLIEHWM 00pa3a XXMU3HU WIIM TIpU-
HATHUSI pellIeHUs O JIEKapCTBEHHOM Tepanuu.

5.4.4. YBenunyeHue nesoro npepcepaus

JleBoe mpencepaue (JIIT) yacTo yBeImIeHO, 1 €TO pa3-
Mep IIPEIOCTABIISICT BaXKHYIO IIPOTHOCTUIECKYIO MH(MOP-
Maruio [72, 73, 99]. XoTs1 60JBIIMHCTBO OITyOIMKOBaH-
HBIX WCCIICIOBAHUN MCIIONB3YIOT TIepeaHe-3aIHII Ira-
metp JIIT [100], wu3BecTHBI CpaBHUMBIE IaHHBIE,
HCIIOJIb3YIoLIME OTHOIIeHUe obbéMa JITT K moBepXHOCTH
tema [101, 102]. Ipwuuas yBeamueHus JIIT pasHo-
00pa3HBI, HO HamboJiee YaCTHIM MEXaHNU3MOM SIBJISICTCS
I[ICO-omocpenoBaHHass MUTpalIbHAs peTypTUTAIINS
¥ yBeIMYeHHOE JaBjieHMe 3amoiHeHus JIK.

5.4.5. OueHka anacTonuyeckomn aucyHkLum

Y nanuenToB ¢ 'KMII yacto pa3BuBaeTCs CUCTOIM-
yecKast IUCHYHKIUS, W OLICHKA JABIICHUS 3aITOTHCHMUS
JIK moie3Ha mist OlleHKW CHMIITOMOB M OIIpeAeICHUS
cramnu 3abosieBaHUS. JOIMIIICpOBCKAs 3XOKapauorpa-
¢usT ABISETCS YYBCTBUTCIBHBIM WHCTPYMEHTOM IS
OLICHKN OWACTOINYECCKON (YHKIHMU, HO Pe3yJBTaTHI
MMOIBEPKEHBl BIMSHUIO YCIOBUM HArpy3Kd, YacTOTHI
CepIeYHBIX COKpAIIICHNI 1 BO3pacTa, U HM OOWH 13 3X0-
KapauorpadguuecKux ImapaMeTpoB He MOXKET UCITOIb30-
BaTbCS B KAaueCTBE CAMHCTBEHHOTO IMATHOCTHUYCCKOTO
KpuTepus mmactoimdeckoi auchynkumu JIK [103].
TakuM 006pa3oM, BCECTOPOHHSSI OLICHKA IUACTOJIMIC-
CKOIt (DYHKIIMU — BKJII0Yas TOTIIEPOBCKOE 93XOKAPAUO-
rpadmdeckoe MCCICIOBAaHWE MHUOKaplaa, CKOPOCTHU
TIOTOKOB B JIETOYHBIX BeHAX, CUCTOJMIECCKOE HaBJICHUE
B JIETOYHBIX apTepusax 1 pasMep JIII — pekoMeHIOBaHEI
KaK 4acTh pyTUHHOTO obciemoBanms npu I KMIT [103].
[TamyeHTH ¢ peCTPUKTUBHBIM ITATTEPHOM 3aIIOTHCHUS
JIXK (oTHolleHMEe MaKCUMaJabHOW CKOPOCTH MUTpaJib-
HOTO KpOBOTOKA paHHero 3amoiaHeHus (E) kK ckopocT
MUTPaJIbHOTO KPOBOTOKA ITO3THETO 3aloIHEeHUS (A) >2;
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Tabnuua 5

Oxokapauorpaduyeckme ocob6eHHOCTH,
No3BONSIOLME NPEANONOXUTb KOHKPETHbIN
AunarHo3 unu mopdonornyeckuii BapmaHt
(MopuduumposaHo no Rapezzi et al. [67])

HaiineHHble 0co06eHHOCTU

YTonweHne mexnpeacepaHom
neperopoaku

YTONLLEHNE CTBOPOK MUTPANILHOTO
KnanaHa

YTonuieHne cBoboaHoM cTeHku MK

OT He6ONbLIOrO A0 CPEAHErO
nepuKaparanbHoro BeINoTa

“MonnpoBaHHbIN” MUOKapA,
Xenyno4koB Ha 2D axokapavorpadum

KonueHTpuiecknin JX

3KCTpeManbHO KOHLIEHTprYeckuid JDK
(TonwmHa cTeHok >30 Mm)
Mo6anbHas runokuHesus JHK

(C HanM4YMeMm nnu oTCyTCTBUEM
pvnatauum JIK)

KommeHTapuit
Amunonnos

Amunongos, boneaHb AHOepcoHa-
dabpu

Amnnongos, Mmmokapaut, bonesHb
AHpepcoHa-®dabpu, cuHapom HyHaH
1 CBSI3aHHbIE C HM 32601eBaHMS

AMUNONA03, MUOKapANUT

Amnnonzos

MwuToxoHapuantHbe 60Ne3HN,
TT-amunnonpo3, 6one3Hb AHOEpPCOoHa-
dabpw, myTaumm B reHe PRKAG2

BonesHb JaHoHa, 6one3Hb Momne

MuToxoHapuansHble 60ne3Hn, TT-
amunonnos, mytauum B reve PRKAG2,
BonesaHb [aHOHa, MMOKapAWT, AANEKO

3awenwas capkomepHas FKMIT,

60ne3Hb AHaepcoHa-dadpu
O6CTPYKLYS BLIBOAHOMO TPaKTa
NpaBoro Xenynouka

CuHApOM HyHaH 1 accouMmnpoBaHHbIe
CVHOPOMBI

CokpaweHnus: 2D — papymepHas, PRKAG2 — ramma-2 cybbeauHuua afeHo-
3uH-MoHOodOoChaT-aKTMBMPYEMas NPOTEUH-KUHA3bl, AB — aTpMOBEHTPUKYNSpHAS,
KM — runetpoduyeckas kapamomuonatus, K — runeptpodus nesoro xeny-
noyka, MK — npaebii xenynodek, TT — TPAHCTUPETUH.

BpeMs 3amemieHnsT E-Bomabl <150 MC) MOTYT MMeETh
OONBPIINIT PHCK HEOJATONPUITHOIO MCXOHa, Haxe
¢ coxpaHHOM ¢ppaknueii Beiopoca (PB) [104, 105]. dau-
HBIC O COOTHOIICHHWU MaBJICHUS 3aIIOJTHCHUS U Pe3yIib-
TaTaMd WHBA3WBHBIX MCCJICHOBAHUI MAaBICHUS IPOTH-
BopeuuBbl [106], HO HEKOTOpbIE MCCIEIOBAHUS YKa3bl-
BAlOT Ha KOPPEJIALINIO MEXY MOBLIIIIEHUEM OTHOLLIEHUS
CKOPOCTH paHHETO TpaHCc-MuUTpajabHOTo ToKa (E) K paH-
HEll CKOPOCTH TOKa Yepe3 MUTPaJIbHOE KOJIBIIO (e) >12-
15, pocTOM KOHEYHO-TUACTOJMYCCKOTO IaBICHMUS,
TOJICPAHTHOCTH K Harpy3Kam u IrporHo3y [107, 108].

5.4.6. Cuctonuyeckas GpyHKuus

PammanbHass cokpaturenbHas dyHkuaus (OB wumm
dpakimoHHoe ykopoueHue) y 60abHbIX ¢ [KMIT 06b14HO
HOpMajibHas winu ToBbIieHa. OMHAKO TPU HAIMYUU
runieprporn @B 1mox0 oTpaxkaeT CHUCTOMNYECKYIO
sddexktuBHOCT JIK [109]. MuokapauaibHBIC TTPOIOTh-
HbBIE BEKTOPHI CKOPOCTH U ITapaMeTpsl Aechopmariu (pac-
TSDKEHWE W KOB(DMUIIMEHT DPACTSKEHUST), TOTydaeMble
MpU JOTTUIEPOBCKONW BU3yaIM3allMM MUOKapaa WIN
CIIeKJI-METOJINKE, YaCTO CHUXEHBI, HECMOTpPSI Ha HOP-
ManbHyi0o OB ¥ MOTYT OBITH HApyIIeHBI JO Pa3BUTHUS

YTOJILLEHUS CTEHOK Cep/lia y TEHETUYECKHU MOPaKEHHBIX
POICTBEHHUKOB. MMOKapaaabHbIC IIPOIOJIBHEIC Iedop-
MallMy OOBIYHO CHIKEHBI B 00acTyl runepTpodun [110].

5.4.7. 3HaumMocCTb 3xokapauorpadumn
B amdPepeHumnanbHOn JuarHocTmke

MHorne 3xoKaparorpabrdecKiue 0COOCHHOCTA MOTYT
yKa3blBaTh Ha creuuduueckuii muardo3 (tabmi. 5) [67].
KoHueHnTpuueckas runeprpodus 6ojiee yacta mpu MeTabo-
JIMYECKUX U MH(MUIBTPATUBHBIX 3a00/IeBAHUSIX, a OMBEHT-
PUKYJISIpHAS TUIIEPTPOGUS U OOCTPYKITNS BEIBOTHBIX TPaK-
TOB 000MX KeJTyT0UKOB 0oJiee YacThl Mpu cuHApoMe HyHaH
M acCOLIMMPOBAHHBIX 3a0oseBaHMil. [Ipu3HaKu, KOTopble
MO3BOJIAIOT TMPEIOI0XUTh MUOKapaUalbHblE OO0JIE3HU
HaKOIUICHUS WM MH(PWIBTPAIIIO, BKIIIOYAIOT OJICCTSIIYIO
WIN TPaHYJISIPHYIO TEKCTYpPY MUOKap/a, HeOOJIbILIOK Mepu-
KapAWaJIbHbIN BBITMOT, YTOIILIEHUE MEXIIPEICEPIHOM Tepe-
TOPOAKU, Y3€JIKOBOE YTOJIIEHNWE aOpTaJbHOTO KilamaHa
¥ yMepeHHO cHIDKeHHYI0 DB 110 peCTpUKTUBHOMY THITY.

5.4.8. KoHTpacTtHasa axokapauorpadus

AnvKanbHas TUTIEPTPOMUST MOXET OCTAaThCsS Hepac-
TMO3HAHHOUW B CBSI3W C apTedakTaMu OMMKHETO TIOJIs.
I1noxas Bu3yanuzauus jgaTepaibHoi cteHKU JIZK MmoxeT
TakXe CKPBITh JIOKAJIM30BAHHYIO B 9TOI 00JIACTU TUTIEP-
Tpoduio. B ciaydyae coMHeHWMIt, I KOHTYPUPOBAHUS
9HIOKapAa JOJKHBI MMPUMEHSITECS BHYTPUBEHHBIE YIb-
Tpa3ByYKOBBIC KOHTPACTHBIC areHTHI [81].

Bcem 060abHbIM, KOMOPbIM HAGHUPYEMCS CENMANbHAS
ankoeonvras abnrayus (CAA), pexomendyemes UHMpPaKopo-
HapHas Koumpacmuas sxoxapouoepagpus, umobbi Obimb
VBEPEeHHbIM 8 KOPPEKMHOU N0KAAU3AYUU 86€0eHUSsI ANK0205
(cm. Pazmen 9.1.3.2: CenranbHast aJIkOTOJIbHAST a0JIatvst)
[T11-113].

5.4.9. TpaHcnuweBoaHas axokapauorpadpus

TpancnumeBomHast 3XoKapauorpadus ITODKHA pac-
CMAaTpHUBAThCS IS ITAIIMEHTOB C TIOXUM TPaHCTOPaKalb-
HBIM 3XOKapauorpaduuecKuM II0JIeM 3pCHMSI, KaK ajlb-
TepHATHBa WJIN JOIOJHUTEIbHOE MccaenoBanne K MPT
cepama. OHa ocobeHHO nojie3Ha y manueaToB ¢ OBTJIK
HESICHOTO TeHe3a, IPH OLIEHKE COCTOSHUS MUTPAIBLHOTO
KJjlaraHa meped CenTalbHOW peayKuuei, u B ciydae,
KOTrJa IIpeaIroaaraeTcs TSLKEIass MATpaIbHAsT perypruTa-
U B pe3ysIbTaTe BPOXKAEHHON aHOMAaIUY KilarmaHa [ 114-
117]. ¥ mauneHTOB, MOABEPTAIOIIUMCS CENTAIbHOW MUO-
skTomMuu, mnepuoniepatuBHoe TII-BxoKI momkHO
WICITOTb30BAThCS TSI YTOYHEHUSI XUPYPTUIECKOM CTpaTe-
TUH ¥ KOHTPOJIS XUPYPTUUECKUX OCTTOXKHEHUN (TeDeKThI
MEXCKETYIOYKOBOIM ITEPEeTOPONKN W aOPTAIBHOM peryp-
rutaiuu (AP)) u ocrarounoit OBTJLXK [116-118]. Peako
TIT-9x0KI ¢ MHTpaKOpOHAPHBIM KOHTPACTUPOBAHUEM
CEITAJIBEHBIX TTep(POPUPYEMBIX apTeprii HCOOXOIUMO IS
KOHTPOJIST CETNITATbHOM aJIKOTOJIbHOM abjIallii, B CUTya-
UM, KOTrJa TpaHCTOpaKaJdbHOE IIOJIE 3pEHHS HeIoCTa-
TOYHO IIJIST BU3YaIM3alluy KOHTPAcTa B MUOKapIe.
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PekomeHgauumn
Nno TpaHCTOpaKanbHOI 3xokapauorpadumn
npu runeptTpoduyecKoi KapamuommonaTum

Cebinku®
72-74,76,78,
82, 83, 99,
119-121

Knacc®  YposeHb’
B

PekomeHpauusa

Bcem naupentam ¢ FKMIM npu |
nepByYHOM 06CneioBaHN
pekomeHayeTcs TpaHcTopakansHas 2D

1 [lonnneposckas axokapavorpadus

B MOKOe 1 ¢ npo6oi1 BanbcanbBbl cuas

1 nony-néxa — v 3aTem CTos, eciu

He 6bI/10 BbI3BAHO FPaZIMEHTA IaBNEHUS.
PekomeHayeTcsa nsmepenue | 74-80
MaKkCVManbHON ANaCTONNYECKON

TOSNLUMHBI CTEHKM B 2D KOPOTKO-0CEBOM

BO BCex cermeHTax JIK, oT ocHOBaHus

[0 BEPXYLUKN.

PekomeHayeTca TuiaTeNbHas oLeHka 103-105
[macTonnyeckon dyHkumm JIX,

BKJ/II04as MynbCOBYIO foNMnaeporpaduio

noToKa KPOBM YePe3 MUTPabHbI

KNanaH, TKaHeBbIE 1OMNMNIePOBCKME

CKOPOCTW Ha MUTPaIbHOM KOJbLie,

CKOPOCTM MO NErOYHLIM BEHAM,

CUCTONNYECKOE JABNEHVE B NEFOYHON

apTepun 1 N3MEPEHVE pa3mepa

1 o6béma JI.

CYMNTOMHBIM NaLNEHTaM C NUKOBbIM 84, 85, 93,94
rpafiueHToM B BbIBOAHOM OTAENe

JIXK (nokost nan VIH,EI,yLLI/IpOBaHHbIMd)

<50 MM pT.CT. pekomeHayetcs 2D

1 Jonnneposckas axokapavorpadus

py Harpyske CTos, CUAs UV Noay-

Néxa Ans BbISIBNIEHNS MPOBOLMPYEMON

OBTJTX v cTpecc-uHayumpyemoim

MUTPaNbHOM peryprutaumm.

ACVMNTOMHbLIM NaLYEHTAM C MUKOBbLIM Ilb 84, 85, 93, 94
rpagvieHToM B BbIBOOHOM OTAENe

JIX (nokost nan VIHLI,yLI,I/IpOBaHHbIMd)

<50 MM pT.CT. pekomeHzyetcs 2D

1 Jonnneposckas axokapamorpadus

Py Harpyske cTos, CUAs MW Nony-

Néxa—MOoxeT ObITb NPeAIoXeHa,

ecnun Hanuyme rpagmenTa B BTJDK

MMeeT 3HayeHue 41 pekoMeHaaLuii

no 06pasy X13HU 1 Ha3HAYEHS

NeKapCTBEHHON Tepanuu.

Y 60nbHbIX G CyOONTUManbHLIM lla 81
Ka4eCTBOM U306paxeHNst nnm

C npeanonaraeMon anvkansHow

runeptpodueit JIXK unm anespusmoi,

TT-9x0oKI ¢ KOHTPacTUpPOBaHWEM

nonoctv JDK — ¢ ncnonb3osaxviem

BHYTPUBEHHbBIX 3XOKapAMorpadu4eckmx

KOHTPACTHbIX BELLECTB — [OMKHO

paccmaTpuBaTbCs kak anbTepHaTMBa

MPT cepaua.

MHTpakopoHapHas KOHTpacTHas 111-113
axokapanorpadus pekomeHayeTcs

BCEM MaLMeHTaMm, NoABepraoLmmes

CAA, ons obecneyeHns KOPPEKTHO

noKanusaumn ankorons.

v b
MpuMeyaHme: * — K1acc PEKOMEHALIMI, - — YPOBEHb IOKA3ATENLHOCTH, © — CCbUTKM,
d o
NOALEPXMBAIOLLME YPOBEHb [OKA3ATENBHOCTY, - — MPOBOKALMS NMPOGO Banbcanbabl,
BCTaBaHMEM WM OPaUTbHBIM MPUEMOM HUTPATOB.

Cokpawenus: 2D — ngymepHas, JIK — neBblii xenynouek, JINM — nesoe npes-
cepane, MPT — marHuTHO-pe3oHaHcHas Tomorpadus, OBT/DK — obcTpykums
BbIBOAHOMO TpakTa IeBoro xenyaoyka, CAA — cenTanbHas ankorosnbHas abnaums,
TT — TpaHcTOpakanbHas.

PekomeHpauumn
Nno TPaHCNULLEBOAHOW 3XoKapauorpadum

YposeHb  Cobinku®
© 114-118

Knacc®

MNepuonepatusHas TM-3xoKr |
peKoMeH[0BaHa naumeHTam, KOTopbIM
BbINOJIHAETCS CenTasibHas MMOIKTOMMS,

[LNsi yTO4HeHust Mexanuama OBTJTK, ans
KOHTPONS XMPYPr1Yeckomn cTpaTerum, ans
OLLEHKM MOCT-XMPYPrNHECKMX OCOXHEHUI

1 NS BbISIBNIEHWUSI OCTATOYHOW 06CTPYKLIMN
BbIBOAHOMO TpakTa JIK.

PekomeHpaupus

TN-3xoKI cnenyeT paccmaTpmeath Ans lla 114-117

NaLWEHTOB, Y KOTOPbIX HESICEH MEXaHU3M
OBTJIX, nnun gns oueHKr MUTPaibHOro
KnanaHa o npouenypbl CENTanbHON
abnauyu, uan ecnu npeanonaraeTcs
BbIpaXXeHHAsi MUTPasbHasa peryprutaums,
BbI3BaHHAs COOCTBEHHBIMU aHOMANUSMU
KnanaHa.

TMN-3xoKTI ¢ nHTpa-KopoHapHOA lla 122

MHbEKLMe KOHTpacTa B KaHANAATHYIO
apTepuio cenTanbHblii nepdopaTtop
[IOMXHa paccMaTpyBaTbCs A1S KOHTPONS
CenTanbHOM ankoronbHoM abnauwu, ecu
TpaHCTOpaKkanbHbI pakypc BU3yannsaumm
HEA0CTaTO4eH Ans KOPPEKTHON
BI3yann3aLImm 9x0-KOHTPacTa B MMOKapae.

v b
I'Ipumeuauue: — KNacc pekoMeHaaunn, — ypoBeHb J0Ka3aTeNbHOCTH, ‘— CCblN-
Kn, nogaepXxvsearoLline ypoBeHb 0Ka3aTe/lbHOCTU.

Cokpauwienusa: OBTJIDK — o6CTpykuMs BbIBOAHOrO TpakTa JIeBOrO XXesyaouka,
TN-3xoKIN — TpaHcnuweBoaHas axokapayorpadus.

5.5. MaruutHo-pe3oHaHCHas ToMmorpadusa cepaua
M coCcynoB

MarHuTtHO-pe30OHaHCHAsI ToMoTpadus ceprala
W COCYIIOB OXBaTBIBACT HECKOJIBKO ITOAXOIOB, KOTOPBIC
MPEIOCTABIISTIOT ACTANBHYI0 MHMOpMAIo 0 MOPPOII0-
TUU cepilia, GYHKINU KEIYI0IKOB M XapaKTepPUCTUKAX
muokapaa [123]. MarauTHo-pe3oHaHCHas ToMorpadus
CepIlia v COCYIOB ISl TAIIUEHTOB C YCTAHOBJIIEHHON WJIN
npeanonaraemoir 'KMII momkHa NmpoBOAMTCS B COOT-
BeTCTBUHU ¢ HegaBHUMM peKoMmeHmannsamu ESC (http://
www.escardio.org/communities/EACVI) u momxHa
BBITIOJIHSITBCSI Y MHTEPIIPETUPOBATHCS CIIEIIUATACTAMMU,
VMCIOINMHK OITBIT B BU3YAJIM3allMM CEpIala M OICHKE
3a00JIeBaHMIT MIOKapa.

5.5.1. OueHka mopdonorumn n GyHKUUU XXenyao4KoB

Ecau nozeonsrom pecypcot u onoim, MPT cepdua doaxcna
paccmampusamocs o1 navuenmos ¢ TKMII ¢ xauecmee
6a306020 memoda uccaedo8anusl.

Y ManmueHToB ¢ Ka4eCTBCHHBIM 3XOKapauorpadmae-
ckuM u3obpaxenneM MPT cepana nmpegocrasisieT CXo/-
HYyI0 THGOPMAIIO 0 PYHKIIUH 1 MOP(HOIOTUH KETYI0U-
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KoB [124, 125]; HO oHa TIOJIe3Ha NP ITOCTAHOBKE AMa-
rHo3a 'KMII y maumeHTOB ¢ IUIOXMM aKyCTMYECKHUM
n300paxeHneM, WJIM Korjga HekKoTopble obmactu JIZK
IUTOXO BU3YATU3UPYIOTCS — TaKKe, KakK IepeTHe00KOBasT
cTeHka, Bepxyika JI2K u npasblii xexymoudek [126, 127].
Kak u ipm 2D sxokapauorpaduit, 3aBBIIICHIE TONIINHEI
CTEHOK MOXET OBITH CJICACTBHEM M3MEPEHUI HAKIIOHHBIX
cpe3oB (ocobeHHO B obOmact Bepxymku JIXK), wmonm
3a CYET BKITIOUCHMS ITapacTepHAIBHBIX CTPYKTYP, TAKHX,
KaK MBIIICYHBIC MOCTUKH WJIN JIOKHBIC XOPABI. 3aBBIIIIC-
HHE TOJIIUHBI CTCHKN TaK:Ke BO3MOXHO IIPU HapyIICH-
HOM TpaaueHTe 3X0-M300pakeHUsI, TaKUM 00pa3oM,
3aITUCh IT0 TIPOTOKOJY TTocaemoBaTelbHOCTH SSFP tipen-
moutuTesbHa. CepaedyHo-cocyancTas MarHUTHO-pEe30-
HaHCHasT ToMoTpadus HWMeeT IMIPEHUMYIIEeCTBO IIepen
TpaHCTOpaKaJbHOI 3XoKapauorpadumeil B M3MEpPeHUU
macchl JIZK, Ho cama 1o cebe macca JIZK cinabo Koppenu-
pyeT ¢ MaKCUMAJIbHOM TOJIITNHON CTEHKHN 1 MOXET OBITh
HOpPMaJIbHOIW Yy mauueHToB ¢ acummerpuuHoi I'KMIT,
0COOCHHO KOTZIa OHA BOBJIEKAeT MCHEE IBYX CETMCHTOB
JI2K [124, 128]. CepmeuHo-cocymnucTass MarHUTHO-PE30-
HaHCHasT ToMoTpadus MMeeT IMPEHUMYIIEeCTBO IIepen
crangaptHoit 2D sxokapauorpadgueil B BBISBICHUU
runepTpodum armmKaabHON WIN IlepeJHeO0KOBOM YacTei
JI2K, aneBpmamsl [129] u TpomOoB [130], 1 Oonee dyB-
CTBUTENIbHA B BBEIIBICHUHN MSTKUX IIPU3HAKOB 3a00JIeBa-
HUS, TAKNX, KaK MAOKApAWATbHBIX KPHUIIT M aHOMAaJINI
MAMUISIPHBIX MBI Y TTAIIAEHTOB ¢ MyTallUsSIMU B TeHAX
capKoMepHBIX 6enKkoB [131-133].

ITporokon kapTupoBaHUA (Ha30BOI CKOPOCTH ITOTOKA
MOKET HMCIIOJIb30BAThCSA IJISI OIpeNesICHUs] MaKCHUMalb-
HOM CKOPOCTH KpPOBOTOKa 4epe3 BEIBogHOU oTmenr JIZK
y nmaumeHToB ¢ OBTJI2K, omHako Haajexkalee CorocTaB-
JICHUE PaKypcOB M300paXeHUs VIS MOJIyJIeHUS MaKCH-
MaJIBHBIX CKOPOCTEH TIOTOKOB, SBJISICTCS OYCHbD JUTUTCIThb-
HBIM ¥ TIpeapacliojaraeT K omuokaMm. Cmemienne das
B BOKCEJIaX W TIOTepsl CUTHAJa BCCACTBME cAaBuTa (a3
TaKKe 3aTPpymIHSIOT aKKYpPaTHYI KOJHMYCCTBEHHYIO
OLICHKY TYpOYJICHTHOTO IIOTOKA, W TPAgWUEHTHI BHIBOM-
Horo TpakTa JIZK MOTYyT OBITh M3MEPEHEI TOJIBKO B IIOKOEC.
ITo 3TMM mpwYIMHAM IOIIUIEPOBCKAS 3XOKapauorpadus
SIBIISIETCSI METOAMKOM BBIOOpAa IS KOJIMYCCTBEHHOM
oueakn OBTJIK. AHalIOrMIHO, XOTSI CKOPOCTH TPaHC-
MUTPAJIBHOTO TIOTOKA M TOKH JIETOYHBIX BEH, IOJyYCH-
HBIE MeTomoM (a3oBo-KoHTpacTHOiT MPT (DPK-MPT)
SIBJISTIOTCSI BEICOKO BOCIIPOM3BOANMBIMU ¥ TOYHBIMHU TaH-
HBIMU B OITBITHBIX PYKaX, B PyTMHHOM IIPaKTUKE 9X0Kap-
nuorpadus SBISETCS IPEOIIOYTUTETBHON METOTUKOMN
IIJIST OLICHKY JUacTomIecKoi ¢pyakunm [103].

B oTmenbHBIX ciydasix, Korma 3XoKapauorpadmde-
ckasi kKapTuHa HeontumanbHa, MPT cepaua moxer
OBITH TIOJIC3HOM B IIPe-ONepPaTUBHOM ILIaHMPOBAHWU
XUPYPIrUIECCKOM MHO3KTOMHUH, OCOOCHHO y IAIleHTOB
C MHOroypoBHeBoi oO0ctpykumeit JIZK (BbIBOZHOTO
TpakTa JIZK U LIeHTpaJibHOW MOJOCTU) U Yy MalMEHTOB
C aHOMAJIUSIMU BBIBOTHOTO TpaKTa IIPaBOTO XKeIyIodKa

(IT2K). MPT cepaiia MOXeT TaKKe KOJIMISCTBEHHO OIle-
HUTh HEKPO3 TKAHM, BBI3BAHHOM CENTAIILHON aJIKOTOJIb-
HOM abjamueif, TakkKe KaK YTOYHHUTH JIOKAJIHM3aIIHMIO
pyO1ia u ymeHbleHue Macchbl JIZK, BBI3BBAHHOTO 3TOM
npotuenypoii [134, 135].

5.5.2. MuokapguanbHbiii Gubpo3

OCHOBBIBaSICh Ha MPUCYIINX pa3HBIM TKAHSIM MarHHT-
HBIX CBOMCTBAX M paclpencsieHNN KOHTPACTHEIX ar¢HTOB
Ha ocHoBe ragponuuusi, MPT cepaia MOXHO UCIOIB30-
BaTh IS BBISIBJICHUS YBCIMUCHMS TOJIN MHTECPCTUIIAAID-
HOI TKaHM B pesyiabrate ¢uoposza. IloznHee ycuieHue
curHana ragonunaus (ITYCI) BeigBisiercs y 65% naimeH-
TOB (pa3dpoc 33-84%), 0OBIYHO B BUAE HEOTHOPOIHOIO
TaTTepHa B TOJIIIE 30HBI TUTIEPTPOMUN 1 B BUIE TOYCTHBIX
BKJIIOYEHNI B TepenHeil u 3amHeil oomactax 12K [136].
[Mo3mHee ycmileHMe CWTHAjA TamOJIMHUS PEIKO BCTpeda-
€TCH 3a TIpeJieIaMy 30HEI TUTIEPTPpOdH, 32 UCKITIOYCHUEM
JajleKo 3alllefllIMX cTanauii 3abojieBaHMsI, KOrma 4acTo
Haomonaerca TotanbHoe [1YCI B couetannu ¢ McToHYE-
HUeM cTeHOK [136]. Tlo3nHee ycuieHre CUTHajIa TamoIn-
HUS MOXET OBITh aCCOIIMMPOBAHO C YBEIMUCHNEM KECTKO-
CTH MHUOKapIa M HeOJIaronpHsATHEIM PEMOICINPOBAHIEM
JI2K, m pacripoctpanenue ITYCI accoummnpoBaHO ¢ TOBBI-
IICHHOM 4YacTOTOM HapylICHMI COKPAaTUMOCTU CTEHKMU.
[Mo3mHee ycWiieHWE CHUTHAJIa TaJOJIWHUSA CYIIECTBEHHO
BapbHUpYeT B 3aBUCUMOCTH OT TOTO, KAKOI METOI KOJIMYe-
CTBEHHOI OIIGHKM HWCIOJB3YeTCsI, W TOJbKO METOIMKA
IBYX CTaHOAPTHBIX OTKJIOHCHWI OBLIa BaJMAMpPOBaHA
pesyisraTamu ayroricuu [137].

Ouenka ITYCI no maBasusHoro seyeHus OBTJIK
MOXET OBITh TOJIE3HA TSI BEIOOpa HanboJIee ONMTHMAhb-
HOI Tepanmuy ¢ YIeTOM CTelleHU (prdpo3a MeperopoaK
(cm. Pasznmen 9.1)

5.5.3. No3gHee ycuneHns curHana ragofiMHAS U NPOrHo3

Accommanus mexny [TYCI u mporao3oMm ObUTa olie-
HeHa B ImecTH wucciaegoBaHusx [138-143], deTwipe
W3 KOTOPBIX OBIIM BKJIIOUEHHI B MeTa-aHaimm3 (Web
Taba. 4) [144]. Bce omyOGIMKOBaHHBIC WCCIICIOBAHMS
OBUIM OTpaHMYCHBI HECTyJalfHBIM BEIOOPOM 1 HaIIpaBJIe-
HUEM ITallMEeHTOB, HEITOJTHOM OIICHKOM PHUCKA M pa3INIM-
SIMHM B IIPOTOKOJIaX CKAHWPOBAHUSA U KOJWICCTBEHHOU
oueHku [1YCI. O0ObennHEHHBIE NAHHBIE CBUIETEb-
CTBYIOT B TI0JIb3y B3amMocBsi3u Mmexmy IIYCI m cep-
JIEIHO-COCYIMCTON CMEPTHOCTHIO, CMEPTHIO OT cepaed-
HOI HEIOCTATOYHOCTH M CMEPTHOCTBIO OT BCEX TIPUYNH,
HO TIOKAa3bIBAIOT TOJILKO TEHNIEHIINIO K moBbIeHnio BCC
[144]. ITo3mHEee ycuiaeHNe CUTHAJIA TaMOJTMHIS aCCOIIUM -
poBaHo ¢ HYXT, BwisBIsIeMOli IIpU XOJATEPOBCKOM
MoHuTopupoBanuu [140, 142].

C yuémom eécex Oaumvix, pacnpocmpanenuoe I1YCI
Ha MPT cepdya umeem Hexomopoe 3Hauenue 8 NPoeHO3UPO-
8aHUU CepOeYHO-COCYOUCMOLL CMEPMHOCMU, HO COBDeMeH-
Hble daHHble He noddeprcusarom ucnoaviosauue I1YCI ons
ouenxu pucka BCC.
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KNNMHWYECKME PEKOMEHZALNN

5.5.4. AuddepeHumanbHaa auarHocTuka

MarHuTHO-pe30HaHCHasI ToMorpadus cepama peaKko
muddepernupyeT mpuduHbl [KMIT mo nx coO0CTBEHHO
MarHUTHBIM CBO¥CTBaM, HO pacIipeicIcHE U BBIPAKEH-
HOCTb pacIpOCTpaHCHHUsS WHTECPCTHIIMAIBLHON TKaHH,
MOXET B KOHTEKCTe KOHKDPETHOTO ITallMeHTa, ITOMOYb
MPEAToNoXNUTh auarHo3. bone3nn AnnmepcoHa-Pabdbpu
XapaKTepu3yeTcsl CHIDKCHHEM HEKOHTPAaCTMPOBAHHOTO
T1 curnana n HammuueM 3agHeboxkoBoro ITYCI [145,
146]. Ipu aMmunongo3e cepiiia, 4acTo HaGIIOAAETCS TII0-
bOanpHOE, CYOPHIOKApAMaJbHOEC WM CeTMEHTapHOe
ITYCT, u BriCOKO crneuu@uuecKuii ImaTrepH KMHETUKNA
MUOKapAUAIbHOTO U LMPKYJISITOPHOTO TYJOB TaloJiv-
HUs, BeI3BaHHBINM T1 cuTHaIaMu OT MHOKapaa 1 OT Kpo-
Boroka [22, 147]. OtcyrctBue (ubpo3a MOXET OBITH
nHpopMatuBHBIM Tnipu  auddepenumanun  'KMII
1 (U3NOJOTUYECKOM amanTalliid y CIIOPTCMEHOB,
Ho ITYCT MoxeT oTcyTcTBOBaTh M Yy Jui ¢ ' KMII, oco-
OCHHO Y MOJIOABIX ¥ UMEIOIINX HAYaJIbHYIO CTaIHIoO 3200~
JICBaHMUSI.

PekomeHaauum no MarHUTHO-pPe30HaHCHOM TOMorpadum
npv runeptTpoduyeckomn KapauommonaTumn
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lla 127,129
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< b
MpumMeyanme: * — KIacc PeKOMEHAALMIA, ~ — YPOBEHb [OKa3aTeNbHOCTH, © — CCbi-
KM, NOLAEPXMBAIOLLME YPOBEHb [10KA3ATENLHOCTU.

Cokpauwienus: NKMIM — runeptpoduyeckas kapamommonatus, MPT — marHuT-
HO-pe3oHaHcHas Tomorpadus, MYCI — no3gHee ycuneHne curHana ragoivuHns.

5.6. lgepHbIA MarHUTHbIV Pe30HaHC
M KOMMblOTepHasa ToMmorpadpus

SAnepHBII MarHWUTHBIN pEe30HAHC, BKJIIOYAsS ITO3U-
TPOHHO-3MHUCCHOHHYIO ToMorpaduio (IT8T) ucrmonp3o-
BaJICST IUIST U3MEPEHHST KPOBOTOKA B MHOKap/Ie W BBHISIB-
JICHUM HapymeHui nepdy3um y mamuenTtoB ¢ [KMII,
HO MX LeHHOcTh B nuarHoctuke I'KMII orpanuuena
[152-155]. OcHOBHOI KIMHWYECKMWI BKJIAL SIACPHON
BU3yalM3alli — AuarHocTuka TT-ormocpemoBaHHOTO
amMuionao3a cepamna. TpaHCTUPETUH — 3TO TeTpamep-
HBII IIJIa3MEHHBI TPAHCIOPTHBIA OEJIOK, KOTOPBIH
CUHTE3MPYeTCs B IIEUCHU, U SIBJISICTCSA OCIIKOM-TIPEIIIIe-
CTBCHHHMKOM IMPU CEHWILHOM CHCTEMHOM aMWJIOWI03€
n cemeiinoM TT-omocpemoBaHHoOM amuiaongose [156,
157]. B psape ucciaemoBaHU# TIpeAroiarajoch, 4TO
cocrosimue n3 TT GUOPMIUTEI TEMOHCTPUPYIOT CPOMI-
CTBO K METKaM, CIIeIMMOUIHBIM IJII KOCTHON TKaHM,
ocobeHHo K99mTexmenuii-3,3-mudocdoHo-1,2-mpo-
maHoankapooHoBoit kuciore (99mTc-DPD), Torna kak
B cepaue mnamueHTtoB ¢ I['KMII, pa3BuBalouieiics
B pe3yJbTaTe MYTalWii B TeHaX CapKOMEpPHEIX OCJIKOB,
3axBaTa 3TOTO BellecTBa He IporcxomuT. [1o 3Toit mmpm-
YyuHe CIUHTUATpadus Kocteil (B uneane, ¢ 99mTc-DPD)
NOJDKHA TIpeajiaraThCsl IallMeHTaM, Yy KOTOPBIX €CTh
nogo3penne Ha TTR-amunonnos (Bo3pact >65 jeT, ABY-
CTOPOHHMI CMHIPOM KapHaJIbHOTO KaHajla B aHaMHe3¢,
orcyrctBue 'KMII B cembe, cornacyloiiyecs ¢ aMuiio-
nmo3oM cepana ocobenHoctn DKI m BU3yanmmzanmm
cepaua) [156-158].

Bricokoe paspemenue kontpactupymoiueit KT mo3so-
JISIET 9€TKO OIPEAC/INTD TPaHUIIBI MIOKApIa M aKKypaTHO
M3MEPUTH TOJIIIUHY CTEHOK, 00BEMEBI XKEeTyIOYKOB, (PpaK-
110 BbiOpoca u Maccy JIZK, koTtopas Xopollio Koppeau-
pyeT ¢ pe3yasratamu MPT, axokapauorpaduu u HampaB-
neaHoit O®BKT [159]. Cepmeuno-cocymucrtass KT
TO3BOJISIET OTHOBPEMEHHO BU3YaIM3MPOBATh KOPOHAp-
HBIC apTepnH U KJIalaHBI, 1 MOXET MCITOIb30BaThCS IS
KOHTPOJISI KaTeTepHON abjlalny HaIKEeTyTOIKOBBIX
aputmuii [159]. PesynbraTel, XapaKTepu3yIOIIle TKAaHb
MHOKapaa, MOJIyIeHHBIE Ha HEOOIBIINX TPYIIIaxX 00Jb-
HBIX, TTO3BOJISTIOT ITIPEAIIONOXNTh, YTO KOoHTpacTHasa KT
MOXET OBITH ITOJIC3HA [UIST BBISIBICHMS 3aMECTUTEILHOTO
¢ubpo3a MUoKapma, HO 3TO IIPEAIIOJIOXEHUE TpeOyeT
JIOITOTHUATENBHBIX nccnenoBanmii [160, 161]. KT cepama
IOJDKHA pacCMaTpUBAThCS UISI TALMEHTOB, Y KOTOPBIX
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ITOJTyICHBI HEYIOBIIETBOPUTEIbHBIC PE3YJIBTaThl 3XOKap-
nuorpaduy MW TIPOTUBOpEeYMBBIE pe3yiabTaTbl MPT

[159].

PekomeHaauumn no saepHon cumHTurpadumn

YposeHs”  Cobinku’
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CumHTMrpadus KocTteit (0co6eHHO

¢ 99mTc-DPD) nonxHa paccmaTpuBaTbCst
LS NALUMEHTOB, MMEIOLLUX CUMMNTOMBI,
NpW3HaKu N HeVHBa3VIBHbIE MapPKEPHI
TT-ammnnonposa.

KT cepgua cnegyet paccmarpusaTb 159

019 NAUMEHTOB C HEAAEKBATHON
axokapamorpaduyeckomn KapTMHON
1 npoTmeonokasaHunamm K MPT cepaua.

Mpumeyanme: ° — Knacc pekoMeHaaLNiA, b YPOBEHb [10KA3aTeNbHOCTH, © — CCbiN-
KU, NoAAePXM1BaIOLLME YPOBEHb A0KA3ATENBHOCTY.

Cokpauwenuns: 99mTc-DPD — 99mTexHeumin-3,3-andocdoHo-1,2-nponaHopm-
kap6oHoBas kucnota, KT — komnbioTepHast Tomorpadus, TT — TPaHCTUPETUH.

5.7. 9HpomuokappuanbHaa 6uoncus

MHorue reHeTHIeCKIe M HeTeHETUIeCKIEe TIPUINHBL
I'KMII nMeroT xapakTepHble TUCTOJOTUYECKUE MPOSIB-
neHusi, Ho nuarHo3 I'KMII sgBasieTcst KIMHUYECKUM,
¥ B IIEPBYIO Oouepeab OCHOBEIBACTCS HA HEMHBA3MBHEIX
HACCIIeNOBaHMAX. TaK KaK OSTUOJIOTHS 3a00JeBaHUS
MOXET OBITh YCTAaHOBJICHAa HAa OCHOBAaHUM PE3YyJBTATOB
KIMHAYECKOTO OOCIIeHIOBaHMSI, aHAJN3a POMXOCIOBHOIM,
HEWHBA3WBHON BHU3yalIM3allMM CepAalla, JabopaTOPHBIX
U TEHETUYECKUX HCCIEIOBAHUIX, SHIOMMOKApAUab-
Hasg OMOIICUS HeE SIBJISIETCSI YacThl0 PYTMHHOM ITpOIIe-
nypbl obciienoBaHUsI, HO €€ BBITOJHEHUE MOXET ObITh
paccMOTpPEeHO B CHTYyallMsIX, KOTOa II0J03peBaIOTCS
WHGWIBTPATUBHBIC 3a00JIeBaHMS WUIM OOJIE3HM HaKO-
IUICHWSI, BCIIEN 3a OPYTUMHU CIEIUAIN3UPOBAHHBIMU
TecTaMM (BKJIIOYask GMOTICUIO APYTUX, O0JIee TOCTYITHBIX
TKaHeit) [162, 163].

PekomeHaauum no aHAOMUOKapAvabHO Guoncumn
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PexomeHpauus Ypoaebe

SHAoMMOKapananbHas G1oncus MoxeT C
paccMaTpuBaThCs, KOraa pesynsrathl ApYrux

KIMHUYECKNX UCCIeA0BaHNIA NpeanonaraioT
MMOKapAKaNbHYI0 MHOUNLTPaLMIO,

BOCMNANEHUE UMK HAKOMMEHNE, KOTOPLIE

HE MOTYT GbITb NOATBEPXAEHbI APYrMMM

MeToAaMU.

< b
MpumeyaHue: - Kflacc pekomMeHaaunn, — ypoBeHb A0Ka3aTelbHOCTH, — CCbl1-
Kn, nogaepxvearoline yposeHb [0Ka3aTeNbHOCTU.

5.8. JlaGopaTopHbie uccneaoBaHus

PytuHHOe nabopaTopHoe oO0cCaeq0BaHME MOMOTAET
BBISIBUTB SKCTPaKapANaAIbHBIC COCTOSTHHS, KOTOPEIE MOTYT
BBI3BATh WJIM YXYAIINTH KEIYIOYKOBYIO MUCHYHKIIMIO
(HammpuMep, 3a00JIeBaHUST IMUTOBUIHOM XeJIe3bl, ToYed-
HyI0 OTUC(HYHKIMIO M CaXapHBIA AMa0eT) M BTOPUIHYIO

IUCGhYHKIINIO OPTaHOB Y OOJIBHBIX C TSDKEIION CepIedHOMN
HEIOCTAaTOYHOCTBIO. BBICOKMII ypOBEeHb MO3TOBOTO
HaTpuitypetudeckoro nenruga [164], N-tepMuHaIbHOIO
MpO-MO3roBOro Hatpuityperudeckoro mnentuga (NT-
proBNP) [165] u BBICOKOYYBCTBUTEIbHBINA CEPAECYHBII
TportoHuH T (hs-cTnT) accolmnpoBaHbl ¢ OCTPBIMU CEpP-
JIIEIHO-COCYINCTEIMUA COOBITHSIMM, CEpICYHON HemocTa-
TOYHOCTBI0O M CMepThio. HecMOTpsT Ha cpaBHMMYIO TOJI-
IUHY CTEHKM >KeIylaouyka, YpoBeHb I1a3MeHHoro BNP
B 3-5 pa3 BBIIIE Y IMTALIMEHTOB ¢ aMUJIONI030M Cepalla, 4eM
y 606HBIX ¢ mpyrumu nprmarnHaMu ['KMII. Cricok peko-
MEHIOBaHHBIX J1a0OPaTOPHBIX WMCCICHOBAHUI IIPEICTaB-
JieH B Tabsmie 6. [lepBoodepenHbie TabopaTOpHBIE 0OCIIE-
IOBAaHMS Y IETei CXOMHBI C TEMH, KOTOPBIC BHITIOTHSIOTCS
B3POCIIBIM, W JOJIKHEI BKIIFOYATh TeMAaTOJIOTMIECKIIA aHa-
JI3, YPOBEHB INIIOKO3bI, KapAHalbHbIC (pepMeHTHI (Kpea-
TUHKWHA3a, aclapTaTaMAIHOTpaHcdepas3a, alaHnHAMITHO-
TpaHcdepasa, JTaKTaTIeTHAPOreHa3a), IMOYCYHBIC U TIeUE-
HOYHBIC (DYHKLIMOHAJIBHBIE TECTH, pH, 3JIeKTpOIMTHI
¥ MOYEBYIO KHCJIOTY. Berienm 3a KOHCYIBTallusIMU CITeIa-
JINCTOB, YaCTO TPEOYIOTCS TOITOTHUTEIBHBIC TECTHI, BKITIO-
qas oIpeesIeHIe JIaKTaTa, IIMpyBaTa, aMMOHMSI, KETOHOB,
CBOOOIHBIX XUPHBIX KHCIIOT, KAPHUTHHOBOTO TIPODWIIS,
OPraHMYCCKUX M AaMUHOKHUCIIOT MOYH.

6. leHeTN4Yeckoe oOcnegoBaHNe U CeMeliHbIi
CKPWUHUHI

B oOonbmmHcTBe caydaeB I'KMII Hacnemgyercs
0 ayTOCOMHO-AOMUHAHTHOMY Tuiy ¢ 50% puckom
nepenayn moroMkam [34]. Hekoropsle cirydan oOBbSICHSI-
IOTCSI MYTalUSIMU de novo, HO BHEIIHE CIOPagUYeCKUe
cllydau MOTYT TOSIBJISITbCSL B CBSI3U C HEMOJHOM TeHe-
TPAHTHOCTbIO 3a00JIeBaHUsI Y POIUTENE WU, pexe, TTpU
ayTOCOMHO-PELIECCUBHOM HacyienoBaHuu. [lpubausu-
TeabHO Y 60% mNalueHTOB, Y KOTOPBIX BBIIOJIHSIOTCS
nuarHoctuyeckue kpurepuu 'KMII, npu cekBeHupoBa-
HUM T€HOB CapKOMEPHBIX OEJIKOB BbISIBISIIOTCS MyTallu1
[34, 167]. BepossTHOCTH OOHAPYXUTH MYTALIMIO, IIPUBO-
NSIIyI0 K 3a00JieBaHUI0, HauboJyiee BbICOKA Y OOJIbHBIX
c ceMeiHO# (popMoii 3a001eBaHUsI, U caMasi HU3KasT —
y 0O0JIbHBIX 3peJIOro BO3pacTa U JIMII C HEKJIACCUYECKUMU
MPOSIBJICHUSMU.

6.1. KoHcynsTpoBaHue npod6aHaoB

Tenemuueckoe KoHcynbmupogatue peKkomendyemcs acem
nayuenmam, y xomopoix I'KMII ne obssacusemcs noano-
cmbio Heeenemuyeckumu npuqunamu [168].

KoHcynbsrrpoBaHue JOKHO MPOBOIUTHCS OMBITHBIMUA
npocdeccuoHasiaM, pabOTAOIUMKA BHYTPU MYJTBTUINC-
IUTUTMHAPHOW KOMAaH[IbI, YTOOBI TOMOYb TAIMeHTaM
TIOHSITh W CIIPABUTHCS C TICUXOJIOTMYECKUMU, COIUATb-
HBIMU, TIPO(DECCUOHATBHBIMU, ITUIECKUMU U I0pUINIC-
CKMMHM acIleKTaMU HacJieCTBEHHOTO 3abojeBaHus [169-
173]. KoHcynpTrpoBaHue Takxke objerdaetr coop mHOOP-
Mall¥ OT IPYTUX WIEHOB CEMbU, BKITIOYAsT KapauaIbHbIE
¥ 9KCTpaKapIualbHbIe CUMITOMBI U PE3YJBTaThl ayTOII-
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CUU, KOTOPBhIE MOXKHO MCIOJL30BaTh JISI MOCTPOCHUS
JIeTaJIbHOW POMOCJIIOBHOI ceMbM. AHAN3 POOOCIOBHOM
TIOMOTaeT ONpeAeIUTh BEPOSITHOCTh CEMEMHOI0 3a001eBa-
HUS Y BEPOSITHBIN TUIT HAC/IEIOBAaHMSI, a TAKKe TTI03BOJINTh
MPEAITIOJIOXUATH 3TUOJIOTMYECKYI0 ITpuunHy [67]. ITocnen-
CTBUSI IO3UTUBHOTO TECTA JIJISI MALIMEHTa U €ro pOACTBEH-
HUKOB JIOJDKHBI OBITh OOBSICHEHBI, U MallMeHTaM JIO0JKHA
OBITh MpeaocTaBAeHa MHQOPpMAaLIKS O TpyIax MOAAEPXKKU
OOJIbHBIX M APYTUX MCTOYHMKAX MHGOpPMaLMU, BKIIOYast
oduLMaIbHBIEe BeO-CalThI.

PekomeHpauun
no MeAuKO-reHeTU4EeCKOMY KOHCYJIbTUPOBaHUIO

Cebinku®
169-173

b
PekomerpaLusi Knacc”  YposeHb

Menuko-reHeTu4eckoe KOHCYNbLTUPOBaHME | B
[OMXHO NPOBOAMTLCS BCEM BOSIbHBIM

¢ ’KMT, y koTopbix 3a60neBaHNE HE MOXET

6bITb 06BACHEHO TOMBKO HE-FEHETUHECKMU

NpyyYMHaMK, He 3aBMCKMO OT TOTO,

NNaHMPYeTCs M UCNOb30BaHKE

KJIMHUYECKOrO NN FEHETNHECKOrO

CKPUHWHIa POACTBEHHIKOB.

MeauKo-reHeTM4eckoe KOHCYNLTUPOBaHMe 168-173

[OMXHO NPOBOAMTLCS NPObECCHOHANaMM,
00y4eHHbIMU B 3TOI cnewumanbHoi obnactu
1 paboTaloLLMMU B MyNLTUANCLUNINHAPHOM
KOMaHge.

<~ b
Mpumeyanme: * — KNACcC PekoMeHaALIIA,  — YPOBEHb AOKA3ATENLHOCTH,  — CCbin-
K1, NOAAEPXMBAIOLLME YPOBEHb A0KA3ATENbHOCTY.
CokpaueHnue: TKMIM — runeptpoduyeckas kapamommonatus.

6.2. MeToAbl MONEKYNSIPHO-FEHETUYECKOIO
CKpUHMHra npob6aHaoB

OOBIYHAs TeHeTUYeCKas IMPaKTHUKa UCIIOIb3yeT aHa-
JIN3 POIOCTIOBHBIX M KIMHWYECKOE HMCCIICIOBAHUE IS
OIIpeIeNICHUST CTPAaTeTUM MOJICKYJISIPHOTO TECTHPOBa-
HUsS B OTHOIICHUU Hambojee BEPOSITHOTO IMArHO3a.
HoBrle TexHOJIOTUH BRICOKO3(P(PEKTUBHOTO CEKBEHUPO-
Banuss (BOC), cmocoOHBIE aHATU3WPOBAThH IIEJIBIC
9K30MBI IIPH COIIOCTAaBUMOM CTOMMOCTA M TOYHOCTHU
10 CPAaBHEHUIO OOBIYHBIMUA METOIUKAMU CEKBCHHPOBA-
HUsI, TIpeUIaraeT aJlbTepHATUBHBIN TTOIXOMI, TIPU KOTO-
POM OTCYTCTBYET 4 priori TUTIOTE3a O IIPUYNHE 3a00J1eBa-
Hug [174, 175]. OgHako CKPUHUHT OONBIIOTO YHCia
TCHOB IIPUBOAUT K MACHTU(HUKAIIMKA OOJBIIOTO Jmrcia
peIKNX HECMHOHMMWYHBIX TeHETHMYCCKMX BapHaHTOB
C HEU3BECTHBIM KIIMHMYECKMM 3HadeHuem [175-177].
I[TpoMeKyTOUYHBIM ITOAXOIOM SIBIISICTCS aHAJIM3 3apaHee
BeiOpaHHOI TaHenu ['KMII-cBsi3aHHBIX T€HOB METO-
mamu BOC, omHako IpemMMyIIecTBa II0 CPaBHEHUIO
C IPYTUMM CTpaTeTUsSIMM HYXKIAOTCA B yToUHeHNH [19].

HeszaBrcnMo OT MCTIONB3yeMOI TEXHOJIOTUH CEKBECHM -
pOBaHUSI, TCHETUYCCKUI aHAIN3 TOJDKEH BKITIOYATh HAM-
0oJiee 9acCTO BOBIJICYEHHBIC T€HBI CAPKOMEPHEBIX OEJIKOB
(puc. 1, Web Tab6m. 2). ¥ maumeHTOB, Y KOTOPHIX €CTh
MIPpU3HAKU, TTO3BOJISIONINE ITPEATIONOXUTE CICIMpIIe-
CKO€ pelikoe reHeThueckoe 3abosieBaHue (cM. Paznen 5),

Tabnuua 6

PekomeHgauum no n1abopaTopHbIM UCCNEA0BAHUSAM
Y B3pOC/ibIX MaLMUEHTOB C runepTpoduyeckomn

Wccnenosaxve
femorno6uH

DyHKUMS noyek

TpaHcaMuHa3sbl NeYeHn

KpeatnHdpocdokmHaza

AKTMBHOCTb anbda-
ranakto3uaasbl

A B Nnas3me/nenkoumtax
(y Mmy>xumH >30 ner)

OnpepeneHve

NErkvx Lenen
VMMYHOTN06YANHOB,
anektodopes nnasmbl
1 MOYM

[MoK03a HaToLLLaK

Mogzrosoii
HaTpUtypeTU4ecKnin
nenTua U TPOMOHUH T

OueHka GyHKUMM
LLIMTOBUAHOM Xenesbl

JNakTat nnasmsl

KapguomMmuonaTtuen

KommeHTapwii

+ Mpu aHeMuyn ycuamsatoTes 601 B rpyaHoin
KNeTKe 1 OAbILLKa, 1 eé CneayeT NCKIoYaTh
NpY N3MEHEHUN CUMNTOMATUKN.

Y NauneHTOB C TAXENOW NeBOXENyA04KOBOW
HEA0CTAaTOYHOCTbIO MOXET ObITb HAapyLLEeHa
@YHKLUWMS NoYekK.

Yxynwenvie YK® n npotenHypus

MOryT HabnIAATLCS NPY aMUNOUA03e,
60ne3Hu AHaepcoHa-dabpu 1 6onesHax
muToxoHapuansHon JHK.

[eYEHOYHbIE TECThI MoryTt ObITb USMEHEHHbBIMU
NpY MUTOXOHAPUANbHBIX 60Ne3HSAX, 6one3Hn
[LaHoHa 1 pedekTax B-okucneHus.

KpeatnHdocdokmHaza nna3mbl BO3pacTaeT
npu MeTabonuyeckux 3aboneBaHusix, Takux kak
60ne3Hb [lJaHOHA M MUTOXOHAPWANbHbIE 6ONE3HU.

Huskas (<10% oT HopMasbHOro YPOBHS) MK
Heonpepaensemas anoda ranakrosmaasa A
BbISIBNISIETCS Y MYX4MH C 60N€3HbI0 AHAEPCOHa-
dabpn’.

YpoBeHb GpepMeHTa B Nna3mMe v nekoumTax

y 6ObHBIX XEHLLMH YacTO B Nepeaenax Hopmbl,
NO3TOMY, MPW KIMHUYECKOM NOA03PEHNN, MOXET
6bITb NPEAJIOKEHO FEHETUYECKOE UCCNe0BaHME.

+ J10/1XHO 6bITb PACCMOTPEHO MpYt
MOA03PEHNN HA aMUTIO3 HA OCHOBAHU
aHaMHe3a 1 HEMHBA3VBHbIX UCCIIEA0BaAHWIA.
MoaTeepxaeHe aAnarHo3a 06bI4HO TPEGyeT
MMCTOIOTNYECKOr0 UCCTIEA0BaHNS.

MoXeT ObiTb NOBbILLEHA NPU HEKOTOPbIX
60ne3Hax MuToXoHapWansHon AHK.
MoxeT 6bITb HU3KOV Npyn GoneaHsx obMeHa
XUPHbIX KUCNOT U KAPHUTUHA.

TNOBbILIEHHbIN NNa3MEHHbIN ypoBHL BNP,
NT-proBNP v TponoHmHa T accoummnposaH

C MOBbILLEHHLIM YPOBHEM CEPLEYHO-COCYANCTbIX
COObITWIA, CEPAEYHON HEAOCTATOYHOCTHIO

1 CMEPTH.

+ JonxHa 6biTb OnpeseneHa B MOMEHT NOCTaHOBKM
[IMarHo3a U MOHUTOPUPOBATLCS KaXAble

6 MecsiLeB y 60NbHbIX, NOMYYAIOLLYX aMUOLAPOH.

YBE/IMYEH Y HEKOTOPbIX GOJIbHBIX
C MUTOXOHAPUANLHLIMY 32601€BAHNAMM.

NpumeuaHue: ° — NCEBAO-HEAOCTATOYHOCTb MOXET BbiTb MPI HEKOTOPbIX FreHETH-
4eckwx BapuaHTax, Takux, kak D313Y [166].

CokpaweHusi: BNP — mosrosoit HaTpuitypeTudeckuii nentug, YK® — ypo-
BeHb kny604koBoi dunbtpaumu, NT-proBNP — N-TepMuHanbHbIl Mpo-mMo3roBoii
HaTpuitypetuyieckuin nentug, HK — ne3okcmprnboHyknemHoBas kucnota.

IIOJKEeH OBITh MPOBEIEH OOOCHOBAHHBIN ITOMCK MYyTaIlHil
B IpYTHWX T'eHaX. Bce BapraHThI aHaIM3a MyTaIlui JOJIKHBI
COIJIACOBBIBATLCS C OOIMMMM TPUHIIAIIAMUA TECHETHYE-
CKOTO TECTUPOBAaHUSI, M TCHETHMYECKHNE MCCIICIOBAHMS
IIOJDKHBI BBITIOTHSATBCSI B cepTU(UIIMPOBAHHBIX J1adopa-
TOPUSIX C HCIOJB30BaHMEM BaJMIUPOBAHHBIX METOIIOB
TreHETUYECKOro aHaim3a u ot4€étoB [169-173].
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6.3. MokasaHnsa K reHeTU4eCKOMY TeCTUPOBaHUIO
y npo6aHpa

Pabouas rpymnna Npu3HAET, YTO OrpaHUYEHHOCTH
pecypcoB aenaeT NMPUMEHEHNE TeHETHICCKOTO TECTH-
POBAHUS CIIOXHBIM B pSiie CUCTEM 3IpaBOOXpPaHCHHUSI.
TeMm He MeHee, BHISIBJICHHE TATOT¢HHOI MYTaIlMU YIIPO-
IIAeT MPECUMNTOMATUYECKYI0 NWUATHOCTUKY 4WiIeHaM
CeMbH, KIMHUYECKOEC BEIeHUE W PEIIPOTYKTUBHOE
KOHCYJIBTUpPOBaHNE.

Ilo smoii npuuune eenemuueckoe mecmuposanue peKo-
MEHO08AHO NAYUEHMAM, Y KOMOPbIX 8bINOAHAIOMCS OUACHO-
cmuueckue kpumepuu I'KMII, umobbi coenamov 603MONCHbIM
KacKaoHblil 2eHemu4ecKuil CKpUHUHe 045 UX poOCMEeHHUK08
[24, 175, 178-180].

HenocTtaTouyHOCTh YETKMX OAHHBIX O crenuduie-
CKHMX aCCOIMAIUAX T¢HOTUI-(PEHOTUII O3HAYaeT, UTO
BKJIaJ TEHETUYECKOTO TECTUPOBAHUSI B KIMHHUIECKOE
BeICHNE MANMEHTOB OrpaHWYCH, TJaBHBIM 00pasoM,
HEKOTOPBIMH PEIKMMHU TEHETMYCCKUMU IMPUINHAMU
I'KMII. TeHeTnueckoe TECTUPOBAHUE MOXKET MMEThb
orpaHMYeHHOE 3HAUeHUE, KOTHa POACTBCHHUKM IIep-
BOIl CTENEHU DPOACTBA HENOCTYIITHBI WM HE KEJaloT
IMOBOONUTH CKPMHUHT Ha 3a00J¢BaHUE.

[eHeTHYECKOE TECTUPOBAHNE Y MAIIMEHTOB C HEOUEC-
BUOHBIM KIWHUYECKAM JHAarHO30M (Hampumep,
Yy CIIOPTCMEHOB WJIM THIIEPTOHUKOB) HOJDKEH IIPOBO-
IUTBCSI TOJBKO MOCIE TIIATEJIbHOTO KIMHHUYIECKOTO
W CEeMCHHOTO 00CIeHOBaHUS KOMAaHIOW CIICIIMAIN-
CTOB, UMEIOIIMX ONBIT B AUATHOCTUKE U BEIEHUU Kap-
IVNOMMOIIATHI, TaK KaK OTCYTCTBHE MYTallMii B TeHax
CapKOMEpPHEIX OCJIKOB HE MCKIIYAeT CeMEHHOU
I'KMII, a BapuaHThI C HESICHBIM KJIMHUYECKUM 3Haue-
HUEM CJIOKHO MHTEPIIPETUPOBAThH [168].

[eHeTHMYECKMIT aHAIN3 TOCMEPTHBIX 00pa3IloB TKa-
Heit unu obpasuoB JJHK MoxxeT ObITh MOJE3HBIM JJIS
o0ciemoBaHUST BBIKMBIINX POICTBEHHUKOB, HO HOJI-
KEH WHTCPIIPETUPOBATHCSI B CBETE IETAIBLHOTO poSt-
mortem WCCIIENOBAaHUA Cepama, W B COOTBETCTBUU
C O0IIEeNTPUHATHIMU ITPaBUIAMU OLICHKU MMATOTCHHOCTHU
reHeTUYecKux BapuaHTOB [181, 182].

PekomeHpauumn
Mo reHeTUYEeCKOMY TeCTUPOBaHUIO NPO00aHA0B

PekoMeHpaLust Knacc®  YposeHs® Cobinku’
[eHeTM4eckoe TecTpoBaHme | B 24,175, 178-
pekoMeHayeTCa naumeHTam, 180

y KOTOPbIX BbINOMHAOTCS KpUTEPUN

KM, koraa aTo no3BonseT

KacKafHbli FEHETUHECKUIA CKPUHUHT

POACTBEHHIKOB.

PekomeHayetcs, 4To6bI | C 168, 172, 183

reHEeTNYEeCKOe TECTUPOBAHNE
BbINOJIHANOCH B CEPTUDULMPOBAHHBIX
[MarHoCTU4ECKUX 1abopaTopmsx

C 3KCMEPTHLIMM HaBbIKaMu

B VHTEpMpeTaLuy MyTauui,
CBSA3aHHBIX C KAaPAMOMMUONATUAMM.

36-40, 43-46,
67

Mpy HanM4um cMNTOMOB

1 NpY3HaKOB 3ab0neBaHws,
npeAnonarawLLmx cneunduyeckme
npuynHbl FTKMI, pekomenayetcs
reHeTN4eckoe TeCTUPOBaHWE Afist
NOATBEPXKAEHUS AnarHosa.
[eHeTnyeckoe TecTUpoBaHue lla 168
Y NALMEHTOB C MOrPaHNYHBIM

,u,marHoaon KMIM ponxHo

NPOBOAMUTLCS TONBKO NOCNe

[ieTanbHoro obcnefoBaHus KOMaHLoM

cneumanncTos.

MocmepTHOE reHeTnyeckoe lla
nccnenosaHue 06pasLioB
3aKOHCEePBUPOBAHHbIX TKaHeW Un

[HK pomxHo paccmatpmBatbes

Ang ymepmnx naumMeHTos

€ NaToMophONOrMIeCKu

noaTeepxaeHHon FKMIM, 4To6bI

UMETb BO3SMOXHOCTb BbIMOMHUTDL
KacKa[HbIi FEHETUYECKMIA CKPUHUHT
POACTBEHHUKOB.

181, 182

Mpumeyanme: ° — KNacc pekoMeHaaLIMiA, - YPOBEHb [10KA3aTENLHOCTH, © — CCbifl-
K1, MOAAEPXVBAIOLLVE YPOBEHb A0KA3aTENBHOCTH, 4 NOrpaHnyHbIA AnarHo3: Ton-
LLMHA CTEHKM NEBOro Xxenyaouka 12-13 MM y B3pocbIx; rnepTpodus 1eBoro xeny-
[104Ka NPU HANMYUN TUNEPTEH3MK, CMIOPTUBHBIX HArpy30K, 3a001eBaHMIA KnanaHos.

Cokpatenus: KM — runeptpoduyeckas kapanomvonatvs, HK — gesokcu-
pnBOHYKNENHOBAs K1COoTa.

6.4. leHeTNYECKNIT U KIIMHUYECKUIA CKPUHWUHT
POACTBEHHUKOB

IOpunnmyeckne mpaBuia WHOOPMUPOBAHUS POI-
CTBEHHHKOB O HAJIWYMU IOTCHIIMAIBHO HACJICTyeMOTO
3a00JI€BaHNS B CEMbE B MUPE 3HAYUTCIIHPHO Pa3IMYaIOTCS.
B 6onpmmHCTBE cTpaH MHGOOPMUPOBAHKE POICTBEHHUKOB
¥ TIpUTJIAIICHNEe WX Ha 00CIeIOBaHNE B CUCTEME 3IPaBO-
OXpaHEHMSI OCYIIECTBIIICT MPoOGaHm (OOBIMHO, IEPBBII
YJIeH CeMbHM, KOTOPOMY ITOCTaBJICH AMarHo3, HO HE Bpady)
[184]. MuHOTma MH(MOPMAIIMOHHOE IMHCHMO OOJIErdacT 3Ty
3amady i mannrenTa [184]. Tak Kak GOJBITMHCTBO POI-
CTBCHHUKOB HE MMEIOT CUMITTOMATUKI Ha MOMEHT KIIH-
HUYECKOTO CKPMHHWHTA, BaXHO, YTOOBI MM OBLIA IIPEIO-
cTaBjieHa WMHGOPMAIIASI O TIOCICACTBUSIX TeCTUPOBAHMS
IUTST CTPaxXxOBaHUS XW3HM, IICHCUU, 3aHITOCTH, CIIOPTUB-
HBIX HATPYy30K, ¥ BO3MOKHOCTH POIUTEIHCTBA M YCHIHOB-
JICHUST 00 NPoBedeHUst MeCmUpo8aHusl.

6.4.1. CeMbM C O4EBUAHO NATOr€HHbIMU MyTaLUIMN

Koeda y nayuenma evisi61s1emces 04eguoHo0 namoeeHHast
mMymauyus, eeo uau eé poocmeeHHUKU 00AXCHbL ObiMb 2eHe-
muyecku mecmupogamst, a 3amem 006c1e008aHbl KAUHUYE-
cKu, ecau 6ydem 8blsi6AeHO HOCUMEAbCMBO MO Jice Myma-
yuu (puc. 4).

Mopen 3KOHOMWYECKMX OIIEHOK CPaBHUBAM IKOHO-
MUYECKYIO I1eIECO00Pa3HOCTh MOJIEKYJISIPHOTO CKPUHUHTA
10 CPaBHEHUIO TOJBKO C KIMHWUYECKUM CKPUHWHTOM,
¥ TTOKA32JT1, YTO KOMOWHAITHS TEHETMYECKOTO TECTUPOBAHUS
¥ KIIMHAYECKOTO CKPUHWHTA BBISIBIISIET OOJTBIIIE JIUTT C TIOBBI-
IIIEHHBIM PUCKOM Pa3BUTHS 3a00JIe€BaHMST 1 TIO3BOJISIET OOJTh-
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TeHeTHYecKOe TECTUPOBaHUE

A

A

A

SBHas MyTaLus

BapuaHT ¢ HesICHBIM/HeoTpeneTEHHbIM
KJIMHUYECKUM 3HaYeHHEM

l

Her mytauun

|

v

A
KackanHbrit

’Cel‘peFaHHOHHHﬁ aHaJIn3, Korga BO3MOXHO

PaccmoTpeTh BO3MOXHOCTh
JPYTUX TeHOKOIN /(e HOKOTTHIA

TeHETUYECKUIA

1

CKPUHUHT

|

Hocurenb myTanum +
KJIMHUYECKUT heHOTHTT

}

| MyTaL[I/II/I HEC BBISIBJICHO |

|

IonrocpouyHoe OcBoboxaeHue
HalOJoeH e OT HaOJIIONEHUS

Puc. 4. MocnenoBatenbHOCTb FTEHETUYECKOMO U KNMHUYECKOrO CKPUHMHIA.

v

» KackanHbIi KITUHUYECKUI CKPUHUHT

——

TKMIT Hopma
JonrocpoyHoe HosropHbiit
HabMoaeHe CPTENLET

0 TpaduKy

MpuMeyaHue: kackaaHbIN reHeTUYECKUIN CKPUHWUHI — CKPUHWHI POACTBEHHWKOB NEPBON CTeNeHN POACTBA YXe AMarHoCTMPOoBaHHOro nauuenta ¢ FKMIT.

Cokpauwenue: NKMIM — runeptpoduyeckas kapamommonarvs.

IIeMy YMCITy M30eXaTh TMHAMUYSCKOro HabmomeHus [185,
186]. [ToaToMy KacKaaHbIi TeHETUYECKIIA CKPUHUHT MOXET
OBITh TIPETIOXKEH BCEM POICTBEHHMKAM, KOLIA OYEBHUIHO
TMaTOreHHAsT MyTallMsI BRISIBIICHA y TipobaHma. Ecim Myrarm
HE BBISIBJICHO, POACTBEHHUKU JOJDKHBI OBITh CHSITBI C PETY-
JIIPHOTO IMHAMWYECKOTO HAOJIONECHMSI, HO WM CJeOyeT
PEKOMEHIIOBAaTh OOPATUTBCS 3a KIMHUYISCKIM OO0CIICIOBa-
HMEM, €CJIM Y HUX Pa30BBIOTCS] CUMITTOMBI JIH €CJTU KITMHH-
YeCK HOBEIC pelICBaHTHBIC NTAHHBIC ITOSIBATCSI B CEMBE.
ITo oTHOITIEHNIO K IETSIM BO3MOXKEH MHOM TTOAXOI, C TIPUHS-
THEM BO BHHMMaHUE OCOOCHHOCTH WHMOOPMUPOBAHHOTO
COTJIaCHsI U IOJITOCPOYHBIC PE3YJIBTATHI TIPUMEHEHHS 03K~
TUBHOTO TeHETUYECKOTO TecTa. [1o 3arpocy pomureseit mim
3aKOHHBIX TIPEICTABUTEIICH, KIIMHIMIECKOE O0CIeIOBaHIe
MOXET TIPEIIICCTBOBATE WM 3aMCHUTH COOO0I TEHETIUECKOE
TECTUPOBAHUE, SCIM 3TO HAMJIYYIIINM 00pPa30M COIIACYeTCST
¢ MHTepecaMu peOEHKa.

6.4.2. CeMmbM 6€3 04EBMOHO NATOrE€HHbIX MyTaLui

PoncreeHHMKaM TIepBOit CTETIEHN POICTBA JOJDKHO OBITH
TIPEIOKEHO KIMHIYecKoe TectrpoBanue ¢ DKI 1 axokap-
nmuorpadueit, ecim TeHeTUYecKoe TeCTUPOBAHME HE ObIIO
BBITIOJTHEHO TIPOOAHMy, MO0 eClM TeHETUIeCKUll aHaIn3
HE BBISIBUJI TEHETUIECKOU IPUYMHBI 32a00JIEBAHMSI, VITU BBISI-
BWJI OIVH WM HECKOJIbKO BapMAHTOB C HEU3BECTHBIM KITH-
HUYECKUM 3HayeHueM (puc. 4) [168, 185, 187, 188].

Bascno, umo 603pacm-3a8ucumasi neHempaHmHoCmo
o3Hauaem, 4mo HOPMANbHblE DPe3YAbMambl KAUHUYECKO20
uccnedogaHus He UCKANOUAIOM GO3MONCHOCMU DPA3BUMUS
3aboneganus 6 Oyoyuem; poocmeeHHUKAM Nepeoli cmenenu
poocmea 00axcHbL Obimb PeKoMeHO08aHbI NOBMOPHbIE 00Ce-
dosanus [168].

YacTtota KIMHUYECKUX OOCIENOBaHUI B OTCYTCTBUU
TeHETMYECKOTO JMArHo3a JOJKHA OCHOBBIBATHCS HA BO3-
pacTe Havaja 3a00JIeBaHUS U TSKECTH KapIUOMUOIIATUN

B ceMbe (HampuMep, HaJWIMe HECKOJBKMX M PaHHUX
BHE3AITHBIX CMEPTEii) M aKTUBHOM YJaCTUH B COPEBHOBA-
TeJIbHOM criopte. JIniia ¢ AMarHOCTUYECKUMU He3HAUM-
MBIMU KJIMHHUYECKUMHU IIPpH3HAKAMHM, COTIACYIOIIMMUCS
C paHHel cTtagueii 3a0oeBaHus, JODKHBI ObITh BHAYaje
00cIeIoBaHbl C MHTEPBAJIOM B 6-12 MecsleB, U 3aTeM
pexe, ecJIi He OyIeT ImporpeccupoBaHms. Bce poncTBeH-
HUKU, TIPEObSIBIISIONINE XaJIOOBI Ha BHOBD ITOSBIISIONIY-
OCA CEepIeYHO-COCYANCTYI0 CHUMIITOMATHUKY, TOJKHBI
OBITh 00CIeH0BaHbI Oe30TIaraTe/IbHO.

PekomeHaaumm no reHeTU4EeCKOMY U KIIMHUYECKOMY
TeCTUPOBaHUIO B3POCJIbIX POACTBEHHUKOB

b
YpoBeHb Coblnki’

B 24,175, 178-
180

Knacc®
|

PekomeHnpauus

KackagHblil reHeTU4ecKuia

CKPUHWHT MOCe NpeiBapuTeslsHoro
KOHCYNLTMPOBAHUS PEKOMEHYETCS
B3POC/bIM POACTBEHHMKAM NEPBOA
cTeneHy poacTBa 60JbHBIX, UMEIOLLNX
ABHYIO MATOrEHHY0 MyTaLMIO.

KnuHunyeckoe obeneposanue, 168
BkovaroLlee KT, axokapamorpaduio,

1 BANTENbHOE AUHAMUYECKOE

HabnoaeHe poACTBEHHUKAM NEPBO

CTeneHu poacTea, y KOTOPbIX BbisiBNEHa

Ta Xe SBHAs MaToreHHas MyTauus, 4To

ny npo6aHAad.

34, 185, 186,
189

PoACTBEHHUKM NEPBOI CTENEHN lla
POACTBA, Y KOTOPbIX He BbiSiBNEHa

Ta e sIBHasi NaToreHHas MyTaLusl, 4To

ny ﬂpO6aHﬂ,3d, NOMXHbI OblTh BbIBEEHbI

13 fanbHEeNLIero AYHamMmmM4eckoro
HabI0AeHNs, HO C peKkoMeHaaLuvei
06paTUTLCA 3a NOBTOPHLIM

06CneA0BaHNEM, ECAIN Y HUX PA30BLIOTCS
CUMMTOMBbI MU NOSIBATCS HOBbIE
peneBaHTHbIE AaHHbIE.
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168, 185,
187, 188

Ecnv 9BHOM naToreHHom MyTaumm lla

y rlpoﬁa\H,uad He BbISIBNEHO, 1K
FEHETNYECKMIA CKPUHWHT HE NPOBOAMACS,
KnuHuyeckoe obcneposanue ¢ KM

1 axokapanorpadus LOMKHbI ObITb
npeLnoXeHbl POACTBEHHUKAM NepPBOi
CTeneHV POLCTBa kaxzable 2-5 net

(nnm 6-12 mecsiueB, ecnn nMeioTcs
[MarHoCTUYeCKM He3HauMMble
aHomanumu).

Mpumeyanme: * — K1ace pekoMeHaaLuiA, ° — ypoBeHb A0KA3ATENbHOCTH, ° — CChbi-
ki, NOAAEPKMBAIOLLME YPOBEHb [10KA3aTeNbHOCTH, ‘i npo6aHz, — 0BbI4HO NEpPBbIA
4IeH CEMbM, KOTOPOMY NOCTaBMEH ANArHO3.

Cokpauienne: SKIN — anekTpokapayorpamma.

6.5. KnuHnyeckoe u reHeTuvyeckoe o6cnegoBaHue
neten

Kimmandeckoe M TeHETHMUYECKOe OOCIemoBaHUE
IeTeil MOKHO MCXOOUTh M3 XKU3HECHHBIX MHTEPECOB
KaXIOoTro peOEHKAa B COTJaCUM C MEXIyHapOITHBIMU
cTaHmapTaMW HaIeXalllell KIMHWUYeCKON ITpaKTHKU
[190-192]. IloreHumambHas IIOJIb3a OT CKPHMHUHTA
B IETCTBE BKJIIOYACT CHIXKCHHUE HEOIPEemeIEHHOCTU
W TPEBOTH, IICUXOJOTHMYCCKYIO IOIACPXKKY, BO3MOXK-
HOCTb CTPOMTH PCATUCTUYHBIC XW3HCHHBIC ILIAHBI,
¥ IpHIIeIbHOEe KIMHUYEeCKOe HabmoneHue. IloreHnm-
aJbHBIN Bpell BKIIOYAeT HEOMHO3HAYHOCTD, CCIIH CIIE-
murIecKuii (peHOTHIT He MOXET OBITh IIpelacKasaH,
W3MEHEHNE CaMOBOCIPHUSITHUSI, MCKaXEeHNE BOCIIPHSI-
TUS peOEHKA PONUTENSIMU WU OPYTMMU OTBETCTBEH-
HBIMHM B3pPOCJIBIMH, HAIIpUMEpP, YIUTEISIMU, YBEIUUEC-
HUE TPEeBOTU W BUHBI, OTWCKPEIUTAINS IICPCIICKTHB
CTpaxOBaHUS KU3HU.

OCHOBHOII NPUHUUN COCMOUM 8 MOM, YO 2eHeMU4ecKoe
UAU KAuHu4eckoe 00caedosanue 00ANCHO UMemdb 3HaAYeHue
01 8edeHuUsl, OP2aAHU3AUUU CIUAS JHCU3HU U OdanbHelue2o
KAUHUYECK020 00CAe008aHUS.

I[IpoceKTMBHBIE KIMHWYCCKHE OAaHHBIE O HETIX
¢ 3a00JIeBaHMEM B pe3yIbTaTe MyTalllii B TeHAaX capKo-
MEpPHBIX OCIKOB OTpaHMYEHBI, HO CYIIECTBYIOT yOemm-
TeJbHBIC CBUACTCILCTBA, YTO KIMHMIECKUA 3HAYMMBIC
COOBITHS PEIKN Y aCUMIITOMHBIX JETEH M0 IMTOAPOCTKO-
Boro Bo3pacrta [189]. CormacoBaHHass TOYKa 3pECHMUS
paboueil rpynsl, paboTaBuIeil Haa MOATOTOBKOMW daH-
HBIX PekoMeHmaImit COCTONT B TOM, YTO KIMHUYECKOE
W/WIN TeHeTHIEeCKOe TECTUPOBaHME NeTell JOJKHO pac-
CcMaTpUBaThCs IUIST IeTeit, HaumHast ¢ Bo3pacTa 10 Jert.
KinnHngeckoe Wi reHeTHIeCKoe TeCTUPOBaHUE B 0oJjice
paHHEM BO3pacTe CIIEOyeT pacCMaTPUBATh B CEMBSX
paHHelli MaHudecTanueil 3aboneBaHuUs (HampUMED,
6one3nn MAIIK-curHaabHOro mMyTH, HacjaeaCTBEHHbBIE
0oyIe3HN MeTaboJIM3Ma MM MHOXECTBECHHBIC MyTalld
B I'eHaX CapKOMEPHBIX OEJIKOB), €CIIM MMEETCS 310Kade-
CTBCHHAsI CeMeifHas MCTOPHs C TPOSIBICHHEM B IET-
CTBE, ¥ KOTHA Yy JeTel eCTh KapAuallbHEIC TIPOSBICHUS,
WJIM €CJIV OHU BeOyT (DM3NUIECKY OUYeHb aKTUBHEIN 00pa3
KU3HMA.

PekomeHgauum no reHeTn4yeckomy
U KJINHN4YeCKOMY TECTUPOBAHMUIO Y petei

b
YpoBeHb Cebinki®

C 168, 190,
192

Knacc®

lla

PekomeHpauus

B oTHOLLEHUM OeTel NALMEHTOB C SBHOM
naToreHHoW MyTauyeit AOMKHO ObiTb
pPaccMOTPEHO NPEANKTUBHOE FreHETUHECKOE
TECTUPOBaHWE — cneaytoLlee

3a nNpenBapuTeNbHbIM KOHCYBTUPOBAHNEM
cembn — B Bo3pacte 10 net n cTaplue,

1 3TO A0/IKHO ObITb BbINONHEHO

B COOTBETCTBUW C MEXAYHAPOAHBIMU
PYKOBOACTBaMU MO rEHETUYECKOMY
TECTUPOBAHUIO Y AeTeN.

Y poACTBEHHMKOB NEpBOV CTeneHn poactea  lla 168
[leTckoro Bo3pacra B Bospacte 10 net

1 cTapLue, y KOTOPbIX FEHETUYECKMIA CTaTyC
HEW3BECTEH, KNMHMYeCKoe 06CneaoBaHmne
¢ 3KT v axokapavorpadueit AOMKHO
BbINOJHATLCS Kaxable 1-2 roga mexay

10 1 20 rogamu, 1 3aTem Kaxaple 2-5 net
nocne 20 ner.

Mo 3anpocy poantens(ei) nam llb
neranbHoro(bix) NpeacTasmTens(en),
Kn1Hu4eckoe obcnenosaque ¢ KT

1 axokapauorpaduei Moxet
npenwecTsoBaTb WX 3aMEHATb
reHeTnyeckoe o6cnefoBaHvie nocne
KOHCYNbTaLWK C OMbITHBIM BPA4YoOM, 1 eCv
3TO COrnacyeTcs ¢ uHTepecamu pebéHka.
Ecnn nmeetcs 3nokavectseHHas cemenHas  lIb 168
UCTOpUS C Hayanom 3abonesaHus

B ETCTBE UK PaHHEM BO3pacTe, unu

Korpa y pebéHka ecTb kapavanbHble

CUMMNTOMbI U/IX OH BOBNEYEH B aKTUBHYIO

HN3NYECKYIO aKTUBHOCTb, MOXET

6bITb PACCMOTPEHO KIMHWUYECKOE 1NN

reHeTnyeckoe ob6cnefoBaHve AeTei

nepBoli CTENeHW POACTBa A0 BO3pacTa

10 net.

< b
Mpumeuanme: ° — KNacC PeKOMEHAALINiA,  — YPOBEHb [10Ka3aTeNbHOCTH, © — CCbi-
KU, NOAAEPXMBAIOLLNE YPOBEHD A0KA3ATENLHOCTY.
Cokpauyenmne: SKIN — anekTpokapayorpaMma.

6.6. BeaeHne naunmeHTOB C O4EBUAHbIMU
MyTaunamMm 0e3 KNMHU4YEeCKux ﬂpOﬂBﬂEHMVI
[IpenBapuTeabHble MCCACIOBAHUS CBUICTEILCTBYIOT,
YTO HET CYIIECTBEHHBIX HETATMBHBIX IICHUXOJIOTMYECKUX
MOCJIEACTBUIA OT JUINTEIBHOIO KIIMHUYECKOTO U FeHeThYe-
CKOI'O CKpUMHMHIA JeTeid M B3POCJBIX, MMEIOIIUX PUCK
3a00JIeBaHUsI, TIPY OCYLIECTBIEHUU HAOTIOACHUS B 9KC-
nepTHEIX IIeHTpax [189]. MMeeTcst oueHb Majao JaHHBIX
O €CTeCTBEHHOM Te4YeHUU 3a00jieBaHus Yy IALMEHTOB,
HOCHUTeJIEH ATOI€HHBIX MyTALIMii U He UMEIOLIUX KJIMHU-
YEeCKHUX MPOSIBIEHMI, HO HeJaBHUE UCCIIEI0BAaHMUSI TI03BO-
JISIIOT MPEAINONOXUTh MITKOe TeYeHHe 3a00JIeBaHUs IS
OOJIbIMHCTBA KIMHUYECKM HEIOPAaXXEHHBIX HOCHUTEJei
mytamuii [189, 193]. KimHndeckoe 3HAYCHHME MSTKUX
Mopdoaornyeckux ¥ (QYHKUMOHAIBHBIX HaPYIIEHMI
HESICHO, HO BUAMMO, B OOJIbIIMHCTBE CIydaeB, HEOOJIbILIAs
[194-196]. BHe3amHast cepiaeuHas CMEPTb B OTCYTCTBUM
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TUIIePTPOMN MHOKApIa BCTPEUACTCSI PEIKO M OrpaHM-
YeHa, TJIaBHBIM 00pa30M, M30JIMPOBAHHBIMU COOOIICHM-
SIMU O TTaIIMEHTaX ¢ MyTalMsIMK B TeHe TporoHuHa T [27,
28, 197, 198]. AHaIMTUYECKHE MCCIICIOBAHMS TIPEIIIOa-
TafoT YBeJIMUCHME TICHETPAaHTHOCTH ¢ Bo3pacToM [30, 189,
199-201], mogpa3ymeBasi, 9YTO y YaCTH KIIMHUIESCKHA HEIIO-
paXXeHHBIX HOCHUTEJIC MyTalluM CO BPEMEHEM Pa30BBETCS
SIBHasT KapauoMmuoriatvsi. TakuM o0pa3oM, pPeKOMEHIY-
€TCSI TIPEeBEHTUBHOE IIJIMTEIIBHOE HAOOACHHIE 3a 300pPO-
BbIMU HOCUTEJIIMM MyTauuil. Hocutenn mytauuii 6e3
nposBiaeHnii 3aboneBanns Ha DKI miom sxokapauorpa-
¢dum, KOTOpBIE XOTAT 3aHUMATBCSI COPECBHOBATEIHLHBIM
CIIOPTOM, JOJDKHEI OBITh TIPOKOHCYIBTUPOBAHEI MHINBH-
IyaJTbHO, C YYETOM MECTHOTO IIPAaBOBOTO PETYIMPOBAaHUS,
XapakTepa MyTalluM 1 Buma crropra [202].

PekomeHaauMm no gMHaMm4yeckomy HabnaeHUIo
6eCCMMNTOMHbBIX HOCUTENEen MyTauuii

Cobinku®
202

YposeH b’
Cc

Knacc®
Ilb

PekomeHnpaums

Y HocuTenein SBHbIX MyTaLuiA, y KOTOPbIX
HeT y6eauTenbHbIX NPOSIBAEHWIA
3a60neBaHus, CNOPTUBHbIE 3aHATUS MOTYT
6bITb Pa3peLLeHbl NOCNE PACCMOTPEHUS!
BbISIBIEHHOW MyTaLWK, TUNa CNOPTUBHON
AKTUBHOCTMW U PE3YNLTATOB PEryNSPHbIX

1 MOBTOPHbIX KIIMHUYECKNX NCCNER0BAHWI.

< b
MpumeyaHue: - Knacc pekomeHaaumn, — ypoBeHb A0Ka3aTesIbHOCTH, — CCblJ1-
Kn, noaaepxueaioLime yposeHb A0oKa3aTesIbHOCTH.

6.7. Npep-nMmnnaHTauMOHHaAA U NpPeHaTasibHas
reHeTuyeckasd guarHoCTukKa

(cM. Takke Pazmer 11.4)

[IpeHaranpHass TeHeTHWYECKass AUATHOCTHUKA MOXET
OBITh BHINIOJIHEHA B Havajae O6peMEHHOCTU MyTEM OUOII-
CHM BOPCHH XOpHOHA WJIM aMHHMOIIEHTe3a, HO 3Ta MaHM-
ITYJISIIHST B HEKOTOPBIX €BPOIIEICKUX CTpaHax He pa3pe-
IIeHa 3aKOHOM, W OTrpaHWYCHA TSKEIBIMU U HEU3JICUH-
MBIMU  3a0oneBaHUSIMU B Apyrux. [IpuHumas
BO BHMMaHHE 3HAYMUTEIBHYIO BapruaOeIbHOCTh (PeHOTH-
nuueckux nposieiieHuin 'KMII u yacto mMsarkoe ecrecrt-
BeHHOE TeUeHME 3a00JIcBaHMs, IIpeHATaIbHASI TCHETHUIC-
CKasl IMarHOCTHMKa peaKo ObIBaeT ornpasmaHHO [168,
203]. MoryT o0cyXmaTbcsl BapUaHTHI, aJlbTePHATHBHBIC
MpeHaTAIbHOU NMarHoCTUKe, TaKue, KaK YChbIHOBJIEHUE,
HWCKYCCTBEHHOE OIUIOJOTBOPEHHUE C HCIIOJIb30BaHNEM
MOHOPCKUX TaMeT M IIped-UMIUIaHTaIlMOHHAS TCHEeTHYe-
ckag aumarHoctuka [168]. Mcrons3oBanme deTanbHOM
BXOKapamorpaduu ¢ MeIbIO BEIIBICHUS PAaHHUX CTaIuiA
3a00J1cBaHUSI HE PEKOMEHIYETCsI, TaK KaK BEPOSITHOCTH
SKCIIPECCUN 3a00JIEBaHUS Y TJI01a UCKITIOUNTEIHHO HI3-
Kasg, 3a WCKIIYCHHUEM HEKOTOPHIX CHUHIPOMAJIbHBIX
U1 MeTaboIMYecKuX 3a001eBaHUM.

7. OkazaHue nomMoLuu
Tuneprpodurueckast KapaMOMMONATUS — 3TO COOUpa-
TeJbHBI TEPMUH, OOBEAVHSIOIINIA ITMPOKUI U HEOTHO-

PONHBINM CIEKTP T€HETUYECKUX U TTPUOOPETEHHBIX 3200~
neBaHuil. [loaTOMy nuMarHocTuka U BeJeHUE TMallMEHTOB
¢ 'KMII tpebyeT BEICOKOIT KOMIIETEHTHOCTU W HABBIKOB.
B HeEKOTOpBIX cHCTeMaX 3ApaBOOXpPaHEHMsI, OPraHU30-
BaHHBIX IT0 MPUHIUITY “y3JIa CO COUIaMU”’, B KOTOPBIX
BBICOKOCIELIMAIM3UPOBAHHASl MTOMOIIb CKOHLIEHTPUPO-
BaHa B HEOOJBIIOM YMCJIE KPYITHBIX LIEHTPOB, C MEHee
CIeMaJu3MPOBAaHHON MOMOIIbIO, MpPeaoCTaBIsIEMON
yaIaa€HHOH MEIMUMHCKON KapauoJOTHMYeCKOM CIyX-
001 — BO3MOXHO, HaubOoJjiee 3¢(deKTUBHASI CHUCTEeMa
MIPEeIOCTaBICHNS HEOOXOMMMOTO YpOBHS IToMomn [148,
204]. B mpyrmx cucremMax MeHee IICHTPaJM30BaHHBIN
TMOIX0I MOXeT ObITh adekTBHee. Kakas ObI Mojeib
HE MCMOJb30Bajach, BCE MALIMEHTbl U CEMbU IOJIKHBI
MoJiydaTb MOMOILb COTJIACHO €IMHBIM MEXIYHapOIHbIM
cTaHJapTaM.

XOTs 1IeJIbl0 HacTosIIero PyKoBoaCTBa He SIBISIETCS
JNeTalbHOE ONKWCaHME CUCTEMbl IOMOIIM MNalUeHTaM
¢ 'KMII, HeoOxommma IPUBEPKEHHOCTb CTaHAApTaM
JIEUeHUSI, eCJIM peKOMeHaaluu 3Toro PykoBoacTBa mia-
HUPYIOTCS K 3¢ (GHEKTUBHOMY BHEIPEHUIO.

PekomeHaaumm no opraHnsauum MeguLMHCKON NOMOLLM

Yposets”  Ceblaki®
(& 148, 149

Knacc”
|

Pexomenpaums

MauvieHTam C HeO4EBUAHBIM ANArHO30M,
TAXKENBIMW CUMNTOMaMM WSIN NOBbILLEHHbLIM
PUCKOM CBSI3aHHbIX C 3abonesaHnem
OCNOXHEHWIA PEKOMEHIYETCS
06cneaoBaThCcs y CreLmanucTos
MYNLTUANCLMNANHAPHOW KOMaHAb! ANnst
DanbHelwero 06cnesoBaHns U NeYeHNs.

HesaBncrMO OT BbIP&XEHHOCTH CUMNTOMOB, | 168

pekoMeHayeTcs perynspHoe obcnenosaHe
MauWeHTOB 1, KOraa BO3MOXHO,
POLCTBEHHWKOB NEPBOI CTEMEHM POACTBA.

Bo Bcex cnyyasx F’KMM, lla 148, 149

KVHALWMCTbI AOMKHbI MNaHUPOBATh
06cneaoBaHme NaUUeHToB C LEHTPax

C MYNBTUANCUMMIMHAPHOW KOMaHAO0M
CMeLnanucToB, C OMbITOM ANarHOCTUKM,
FEHETUYECKOI MOMOLLM 1 SIeYeHNs
3a60seBaHNii M1Mokapaa.

< b
Mpumevanue: - KfiaCC pekoMeHaaunn, — ypoBeHb A0Ka3aTeNlbHOCTH, ‘- CCbln-
Kn, nogaepxvearoliye yposeHb [0Ka3aTe/lbHOCTU.

CokpaueHue: KM — runepTpoduryeckas kapamommonartus.

7.1. O6pa3oBaHMe U TPEHUHT

ITo mepe yriybsieHUs1 3HAaHU 1 OOJIblIe OO0IIeCT-
BEHHOI OCBEJOMJIEHHOCTH O HACJIeICTBEHHBIX 3a00JIeBa-
HUSIX CEPAIIa, 3apoC Ha CTIENATM3UPOBAHHYIO TTOMOIIh
Mpyu KapAuoMuomaTusx OymeT pactu. HarmoHambHbIE
o0miecTBa M pabOTHUKM 3[PABOOXPAHEHUS TOJIKHBI
00ecreuynTh HAJIMYME CIEIUATNCTOB, PACIOIATraloninx
HEOOXOIUMBIMU HAaBBIKAMU, YIOBIETBOPSIIOIIAMU 3TOMY
3ampocy, W TIPEeIOCTaBUTh JTOCTATOYHBIE 00pa30BaTENb-
HBbIE BO3MOXHOCTU, YTOOBI TIOMIEPKMBATh W PA3BUBATh
KOMIIETEHTHOCTh BCE€X TPYyNI Tpo(eccuoHaos,
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BOBJIEYEHHBIX B oKa3zaHue oMol 00i1pHBIM ¢ [ KMIT.
HanmonaasHBIe M MEXIYHAPOTHBIE COOOIIECTBA TAKKe
JIOJKHBI CO37aBaTh PETUCTPBI U CUCTEMbI TTOMOIIM JIJISt
MalVEeHTOB ¢ KApAUOMUOTIATUSIMU.

8. OueHka cumMnTOMOB

bonpmmucTBO miomen ¢ 'KMII acuMIIToMHBI
W WMEIOT HOPMAJIbHYIO IIPOHOJLKUTCIBHOCTh XKW3HM,
HO y HEKOTOPBIX pa3BHBACTCS KIMHWYIECKAs CUMITTOMA-
THKA, 9aCTO CIYCTSI TOABI TOCJIC MOSIBJICHUS IIPU3HAKOB
I'TK wa DKI wim sxokapauorpadun. Y neteit, cuMm-
IITOMBI ¥ TIPU3HAKY CEPACUYHON HEAOCTATOUHOCTH BKITIO-
YalOT TaXUITHOD, IUIOXOU aIMEeTUT, YPE3MEPHYIO TTOTIH-
BOCTh M 3alepXKy dusmaeckKoro paszputus. Crapiime
IIETH, TIOOPOCTKM M B3POCJBIC KAIYIOTCSI Ha yTOMIISIC-
MOCTB ¥ OIBIIIKY, TAKXKE KaK ¥ Ha OOJIN B TPYTHOM KIIETKE,
cepauebueHnsa U cuHKome. Perymspueie 2D n momie-
poBckag sxokapauorpadus u amutebHbIii DK MoHM-
TOPUHT OOBIYHO JOCTATOYHBI JJIs1 OIpeaeaeHrus Haubo-
Jiee BEpOSITHOM MpUYUHBI cuMIiToMoB. OnieHka OBTJIK,
KaK OITMCaHO B pa3xeiie 5.4, JoJIKHAa OBITh YaCThIO PYTHUH-
HOTO 00CJICIOBAaHMS BCEX CUMITTOMHBIX ITAIIMCHTOB.

8.1. bonu B rpyaHoOI KneTke

MHorue MmManreHTH XKaIyIoTCd Ha OOMM B TPYTHOM
KJIeTKEe B MOKOE WM MpH (U3MIecKoil Harpyske. bomu
TaKKe MOXET IPEIIIeCTBOBaTh OOMIBHBINA TIPUEM ITUIITN
wi ankoronb [205-207]. INpwamHamu Gojieil B Ipyou
SIBJITIOTCS MHOKapAuaIbHas WIICMHS, Pa3BUBAIOIIASICS
BCJICICTBIE MUKPOBACKYISIPHON OUCGHYHKIINU, TTOBBI-
meHHOM Harpy3ku Ha creHKH JIK m OBTJLK. INpmum-
HO# Takke MOTYT OBITh BPOXICHHEBIC aHOMAJIUM KOPO-
HapHBIX apTepuii, BKIIOYAS TYHHEJIMPOBAHHYIO JIEBYIO
TIePETHIOI0 HUCXOMSIIYIO apTepHIO MIN aTepPOCKIICPOTH -
yecKoe TTopaxXeHne KopoHapHbIX apTepuii [208]. Cucto-
JMaecKass KOMIIPECCHSI SMMKApAUAIbHBIX W WHTPaMY-
PaJbHBIX COCYIOB BCTpEYaeTCs OYeHb YacTO, M OOBIYHO
He UMeeT KIIMHUYeCKoro 3HadeHus [209-211].

Hapymerusa sa OKI 11oKosI 1 BEICOKAsI 4aCTOTa Hapy-
meHuit neppysuu npu AMP (sinepHbIii MAarHUTHBIN PE30-
HaHc) Tomorpacdum 1 MPT cepama o3Ha4aioT, 4To 3TH
METOIBI MMEIOT OTpaHMICHHOE 3HaUeHME B T hepeHIN-
aJTbHOM IMATHOCTUKE OOCTPYKIIMM KOPOHAPHBIX COCYIOB
OT IPYTHX IIPUINH OOJICH B TPyIHOM KJIICTKE U B IIpESABAPH-
TETHHOI OIIEHKE BEPOSITHOCTU MIIEMUYECKON OOJIe3HU
y 6ompHBIX [KMIT [212-217]. TlammeHTaM ¢ TUITAYHON
CTCHOKapOuel IpH HarpysKe CieAayeT IIPOBOOUTHL MHBA-
suBHyI0 WM KT kopoHapoaHTHorpachumo, OCHOBBIBASICh
Ha MX CUMITTOMAaTHKE, BO3pacTe, IMoJjie 1 (haKTopax prucKa
aTepoCcKIIepo3a, Kak 3TO YKa3aHO B CYIIECTBYIOMMX Pyko-
poactBax ESC [159, 218]. KopoHapHast anTmorpadms
PEKOMEHIYETCST B3POCIBIM OOJIBHBIM, BBIKMBIINM ITOCIIC
OCTaHOBKM CEPIIIa, y IMMAIIMCHTOB C YCTOMIMBOI XKeTymod-
KOBOIT apuTMUEH M Y CHMIITOMHBIX TIAIIMEHTOB, TIEPeHEC-
mux peBackyisipu3anuio [219]. MuBasmBHasg wim KT
KOpOHapoaHTHOTpadus JODKHA OBITH BEITTOIHEHA IIepel

orepanuenl CEeNnTaJbHON pEeAyKUUU y BCEX OOJBHBIX,
TOCTHUTIIVX WM cTapire 40 JIeT, He3aBUCUMO OT HaJTMIHs
TUITAIHON CTCHOKAPINH.
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8.2. CeppeyHasi He#OCTAaTOYHOCTb

CHUMIITOMBI XpOHUYECKOM CepAeUYHON HEAOCTATOUHO-
CTH BCTPEYAIOTCS YacTO, HO KOMOWHAIIMS TIPOSIBJICHUIA
TSKETOM  CepIeYHOil HEeIOCTATOYHOCTH BapbHpYeT
OT ITalleHTa K MAIMeHTY. Y HEKOTOPBIX CepAeyHas Hemo-
CTaTOYHOCTh ACCOLMHPOBAaHA C OUACTOJIMYCCKON IHC-
dyakaueit 1 coxpanHoii @B m MaJeHBKON ITOJIOCTHIO
JI2K; y apyTux cuMIToMaTHKaA pa3BUBACTCS M3-3a CHCTO-
JIMIeCKOU TUCPYHKIINN JieBoro Xkerymouka i OBTJIK
(TIp HAIMYIMU WJIM OTCYTCTBMU MUTpPaJIBLHOM HEIOCTa-
TOYHOCTH) [222]. PUOpWIIALINS TIpeacepanii MOXKET
TIPUCOCIMHSTHLCS K JIIO00M M3 3TUX KOMOMHAIIAIN W yTsI-
XKeJIATh CUMITTOMATHKy [223]. PacriodHaBaHme reTepo-
TeHHO# MaTO(U3NOJIOTHHN CepACIHON HETOCTATOIYHOCTH
npu 'KMII oueHb BaxkHO, TaK KaK 3TO BJIMSIET Ha CXeMY
JICYCHMSI.

Y 0OJBIIMHCTBA MAIIMEHTOB IIPOIIECC ITPOTPeCCupOBa-
HUS W YIIyOJIeHWe CepIedHON HEeOOCTaTOYHOCTH, XapaK-
TepU3yIoIIeecs] MIOKAapIUaIbHBIM (PHOPO30M 1 MCTOHYEC-
HIEM CTEHOK, MPOJOJIKAETCS B TeUeHNE BCeit KM3HU [222,
224, 225]. Ha paHHHX CTaaMsIX 3TOTO IIpollecca MaIlueHTH
YacTo aCHUMIITOMHBI, M CTaHOApTHBIC HEWHBA3WBHBIC
WHIEKCH OCTAlOTCS B IIpeleiaX HOPMaJIbHBIX 3HAYCHUIA.
ITo Mepe mporpeccrpoBaHUST 3a00JICBAHMSI, HAOIIOMACTCS
CHIDKCHUE AUACTOJIMICCKONM M CHUCTOJIMICCKOM (DYHKITNU
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JI2K, ymenpireHre TommHb! creHKH JIZK v cHimkenmne OB
JIK (wHOTma 00603HaYacMoe Kak “(a3a BHITOPAHUSA WIN
TUITOKWHETUIEeCKasl TUIaTallioOHHas ¢haza) WM TsoKETast
nuactonuueckass gucyHkumus JIXK, compoBoxmaeMas
BBIpAXXCHHOH MWJIaTalldei mpeacepauss ¢ MUHUMAIbLHOM
IUIaTael XKeJlyoouka WIA e¢ OTCYTCTBUEM (“pecTphK-
TUBHEIN” (eHoTnm) [222]. Ha »THMX majeko 3allemmrmx
9Talax 9YacTo MPUCOCTUHSIOTCS MUTPATbHAS U TPUKYCITH -
IadbHAs PETYPTUTAIINS, a TakKe JIETOYHAs TUIICPTCH3US
OT CpenHEN 10 TSKENoM crerenu [226].

ManudecTauys B BUAE ocmpoii CEpAeIHONR HETOCTaTOU-
HOCTH BCTpEYaeTCsl HeYacTO, HO OHA MOXET OBITh BhI3BaHA
HapymeHussMA putMa (DI, HamKeIymoYKoBas TaxmKap-
musg (HXKT) wm yeToiamBast XKeIyaouKoBas TaXHMKAPIVsT
(KT)), octpass MuUTpasbHasI perypruTanys (HaIpuMmep,
OTPBIB CTBOPKY WM MH(MEKIIMOHHBIN SHIOKAPANT), UIIIC-
MISI MEOKapIa WIA MHQAPKT, 1 COIMYTCTBYIONINE 3a00J1eBa-
HUS (HaIpuMep, aHEMUST WM TUIICPTUPEO03).

8.2.1. UHBa3uBHag oLeHKa JaBNeHUs

HewnnBa3uBHas BU3yanm3aius cepaia MoXeT BO MHO-
rOM 3aMEHHTH KaTeTepHM3allMi0 B PYTUHHON OIIEHKE
¢yakuum cepaia. MHBasnBHOE M3MepeHNE BHYTpHCEp-
JIEYHOTO JTaBJIEHUS MOXET OBITh BOCTpEOOBaHHBIM, KOTIa
HEeMHBa3WBHAS BU3yaIU3allvsI Cepalia He Ja€T JOCTaTOd-
HBIX TaHHBIX 11d otieHKH Taxkectr OBTJIK mng roranu-
pOBaHUS WHBA3WBHOIO JICUCHUS (HAIpUMep, JICUCHMUS
00JIe3HM KJIaIIaHOB) M TpaHCIIaHTalIMU cepata [227].
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8.2.2. Ceppey4HO-NEroyHble Harpy304Hble TECTbI

IIpu BBINMOJHEHUM B CIIELMATM3MPOBAHHBIX J1abopa-
TOpUSIX, OJTHOBPEMEHHOE W3MEPEHUE JbIXaTeJIbHBIX
razoB, MpPedOCTaB/ISIET OOBEKTUBHYIO KapTUHY TSKECTU
(GYHKIIMOHAIBHBIX OTPAaHUICHUI W MX MEXaHM3MOB. DTO
MOXET OBITh MOJIE3HO TIpU AuddepeHInaTbHON JUarHO-
cruke 'KMII u ¢pusnonornyeckoi rTurnepTpoGuu Xeay-

IIOYKOB Y CIIOPTCMEHOB, M IIPEIOCTABIATh TUaTHOCTHYC-
CKMe TIOACKa3KHM, KaK, HaIIpuMep, HEIIPOIIOPIIMOHATIEHOE
CHIDKCHHE MAaKCHUMAaJIbHOTO TOTPEOICHUSI KHUCIOpoaa
¥ HU3KWI aHa3pOOHBIN MOPOT Y MAIIMEHTOB ¢ METa0O0JIH -
yeckuMu 3abosneBanusamu [231, 232]. IIpu Bo3MOKHO-
CTH, CEepIEeYHO-JIETOYHBIC HATrpy304YHBIC TECTHI C OIXHO-
BpPEMEHHBIM OIIpeIe/ICHNEM pecCIMpPaTOPHBIX Ta30B,
IOJDKHBI PACCMATPUBATHCSA KaK IMEPBUYHOE KITMHIIECKOE
obciiemoBaHre, ecld y OOJIBHOTO HaOIIomacTCs M3MEHE-
HUE CUMIITOMATUKH, U KOTAa TUIAHUPYETCS MHBAa3MBHOE
JIeueHUe TpagueHTa BBIBOJHOTO TpakTa [233-235]. Cep-
IEeIHO-JIETOYHBIC HATPy30YHBIC TECTBHI PEKOMEHIYCTCS
BCEM TALMEHTaM, KOTOPBIM IUIAHUPYETCST TPaHCILIAHTA-
uus cepaua [227].

Ecnu cepmedHo-1EroYHbIe HATPY30YHBIC TECTHI HEMIO-
CTYIIHBI, B Ka4eCTBE aJbTepHATUBBI MOTYT WCIIOJIB30-
BaThCsI OOBIYHEBINA TPEAMUI-TECT WM BEIOIPTOMETPUS
C OITHOBpPEMEHHOI 3yeKTpoKapanorpadueit. HezaBu-
CHMO OT METOIa Harpy304HOTO TECTUPOBAHMS, BO BPEMSI
WCCIICIOBAaHUSI PEKOMEHAYETCS M3MEPEHHEe KPOBSHOTO
IaBJICHUS OOBIYHBIM C(OUTMOMAHOMETPOM, ISl BBISIBIIC-
HUS M3MCHEHUS CUCTOJIMIECKOTO JABJICHMS, YTO MOXET
OBITh IIPOTHOCTUYCCKN BaXHBIM (cM. Pasmem 9.5: BHe-
3aIHasi cepeyHasi cMepth) [236, 237].
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8.3. CuHKonanbHble COCTOAHUS

IMpuunHamu ob6mopokoB npu I'KMII moryt OBbITH
TUTIOBOJIEMMSI, TTOJTHAS TIoTIepeyHast 6;10Kana [239], muc-
GYHKIIUS CMHYCOBOTO y371a [239], ycToiumBast XKeIymod-
koBast Taxukapaus, OBTJIDK [240], aHoManbHBIE
cocynucTeie pedekchl [237, 241, 242]. UHorma mipen-
CepIHBIC aPUTMUM C OBICTPHIM XKEJIyTOYKOBBIM OTBETOM
MOTYT OBITb BbI3bIBATH OOMOpPOKH, OCOOEHHO Y JHIL
C COXpaHHOU (bYHKIIMEH TIpeacepanii 1 BBICOKMM JaBJie-
HueM HanoiHeHMs [223]. Takke MOTYT OBITH COYCTAHMS
HECKOJIbKUX TIPUYMH TOro, utro namueHThl ¢ I'KMII
TEepSIOT CO3HAHME, BKIIOYAsT TAaKHE COIYTCTBYIOIINE
3a00JIeBaHNSI, KaK SIUJICTICUS WM nuabet [243].

CHHKOITe MOCTIe TUTSTFHOTO HAXOXICHMS B TyIITHOMN
WY XapKOH Cpelie WIN TOCie MpréMa TUIIN TT03BOJISIET
MIPEATIONIOXKNUTE HeliporeHHBIE (petIeKTOPHBIC) CHKOIIE,
OCOOCHHO €CJIM OHM aCCOIMMPOBAHBI C TOITHOTOM M PBO-
toii. CHMHKOIIE BO BpeMsI HArpy3KH WM Cpa3y BCICIH
3a cepaIeOneHNEeM MM OOJIBIO B TPYIHOM KIIETKE MMEIOT,
MIPEIIOIOXKUTEIbHO, KapAUOTeHHYI0 Ipupomy [243].
IIpoBoumpyemas oocTpyKius [85] moimkHa OBITh MCKITIO-
YeHa, €CJIN Y OOJIBHOTO pa3BUBAIOTCS IIOBTOPHBIC CUHKOIIE
IIpX HArpy3Ke B CXOMHBIX OOCTOSITEIBCTBAX — HAIIPUMeEp,
IIpX TTIOIBEME TIO JICCTHUIIC WJIX HaIpsoKkeHNH. 2Kemymod-
KOBBIC apUTMHH HEYACTO OBIBAIOT IIPUYMHON OOMOPOKOB,
HO TakKxXe HOJDKHBI OBITh IMPUHSTHI BO BHUMAaHUS, €CIIA
00MOpOK pa3BHBAacTCSl BHE3AITHO, OCOOEHHO B TIOKOE WU
TP MUHUMAJTEHOM HarpysKe.

Tax kak HeobOBsACHUMblE He-8a3084edNbHbie CUHKONE
ABAAIOMCS AKMOPOM PUCKA BHE3ANHOU CepOeuHOl cmMepmu
[99, 244-248], ocobenno koeda onu cayuaomcs y moao0bix
nauueHmos 6 KOpOMKoOM PeMeHHOM UHmepaane nocie nep-
6020 o6caedoganus [99], moxcem 6bimov Ha3HAUEHO NPOPDU-
aaxmuyeckoe aeyerue UK nayuenmam c opyeumu npusta-
Kamu, YKasvlearowuMu Ha 6biCOKUU PUCK 6He3anHOoU
cmepmu, 0adice ecau MexaHusm CUHKONAAbHBIX COCMOSHUL
0CMANCsl HEYMOYHEHHBIM 8 Pe3yabmame NOAH020 0010084 -
Hus. Tom gakm, umo NpuvUHOL CUHKONe Mo2ym Obimb
MEXAHU3MbL, OMAUYHDBLE OM HCEAYO0UKOBbIX APUMMULL, O3HA-
yaem, 4mo y GOAbHbIX MONCEM COXPAHAMbBCS PUCK NOBMOP-
HbIX cuHKone nocae umnaanmauyuu UKJI.

BoapHBIM ¢ 0OMOPOKAMHU JOJXHEI OBITH BRITIOJTHEHBI
12-xananpHas OKI, cTaHmapTHBI BEePTUKAIBHBIN
Harpy304YHBII TecT U 48-4acoBOE HEIPEPHIBHOE MOHMU-
topupoBanue DKI, u, ecim OyneT BEIABICHA OpamgmKap-
IIVsI, OHA TOJIKHA OBITH JIeUeHa B COOTBETCTBUM C HEIaB-
uuM PykoBoacrBom ESC no kapauoctumysiuu [249].
JomxHa OBIT pacCMOTPEHA BO3MOXHOCTh HATPY30YHOM
sxoKapauorpaduu, 0COOCHHO y ITAIIEHTOB CO CTPECCO-
BBIMU WJIN TIOCTYPaJIbHEIMU OOMOpPOKAMMU, IIJISI BBISIBIIC-
Hus mipoBomupyemoit OBTJIZK [85]. ¥V ©OoibHBIX
C TIOBTOPHBIMU HEOOBICHUMBIMU CHHKOIIAJIbHBIMU
cocTossHUSIMH, ¢ HU3KUM puckom BCC, ciemyer pac-
CMOTpPETh MMILUIAHTAIIMIO aIlapaTta IJjis IJIATeIbHOM
peructpannu DKI [249, 250]. JlaHHBIX IO THJIT-TECTY
npu 'KMII HeMHOro, HO BBICOKAsl 4acTOTa MOJIOXH-

TEJbHBIX TECTOB Yy IAllMEHTOB 0e3 0OMOPOKOB I103BO-
JIIeT IPEAIOJIOXUTh, YTO OH He II0JIe3eH B paMKax
PYTMHHOIO OOCII€AOBAHUSI, €CJIM TOJBKO ApPYrue CHUM-
MITOMBI HE CBUIETEILCTBYIOT 00 aBTOHOMHO# IUCPYHK-
muu [243, 251, 252].
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8.4. Cepouedbuenuns

MHorne mnammMeHThl KaJIyIOTCSI Ha CepalcOMeHUS
[165, 246], KOTOpbIE BOBHMKAIOT B pe3y/ibTaTe CUMIITOMA-
THUYHBIX CEPACUYHBIX COKPAIICHUI 1 KeTyTOUYKOBEIX 9KTO-
nuii. YacTolt NpUUMHOMN YyCTOMYMBBIX SMM300B CEpALIe-
OMeHMI, UISIINXCS HOJBIIEe HECKOJIbKUX MHWHYT, SIBJISI-
eTCS HaIKeTyaI0UYKoBast apuTMust. [1armeHTaM ¢ 9acThIMU
CepaIecONeHUSIMI TODKEH OBITh BBIIMOJHEH 48-9acoBOIt
mouuTopuHT DKI [250, 253]. Eciiu mipyymHa He BBISIB-
JIeHa, MOXeT OBITh paCCMOTPEeHA MMIUTAHTALIMS allriapaTa
InuTeNbHoM pernctpaunu DKI [250].

PekomeHgauum no cepauedmeHnsam

Knacc®  YposeHs' Cobinku’
| (0] 250, 253

PekomeHpauus

[Ins naumMeHToB C YacTbIMM UK
YCTO4MBBIMY CcepAaLebueHnsmu,
48-4acoBoil aMbynaTOPHbIA MOHUTOPUHI
9Kl pekomeHyeTcs Ans BbISIBIEHNS
y6eaUTENbHO NPUYUHBI.

MoxHo paccmatpuats UMP gns Ilb 250

NaLMEeHTOB C YaCTbIMK cepaLebueHnsmm,
Y KOTOPbIX He 6bIN10 BISIBNIEHO MPUYKHBI NPU
LANTENBHOM MOHUTOPUHIE JKI

o b
Mpumeyanme: ° — KNacC PeKOMEHAALINIA,  — YPOBEHb [10Ka3aTeNbHOCTH, © — CCbil-
KU1, NOAAEPKMBAIOLLVE YPOBEHb A0KA3ATENBHOCTY.
Cokpauyenus: VNP — nmnnaHtupyemsiii netneson pernctpatop, SKI — anek-

TpoKapAvorpamma.

8.5. Ponb anekTpopusnonornyeckoro
TecTuposaHusa

PytunHOEe wucmomb3oBaHUe 3IeKTPOGU3NOTOTHYE-
ckoro mccienoBanus (DMOU) y mammeHToB ¢ 0OMOpPO-
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KaMM WA CUMIITOMaMHU, CBUIETEILCTBYIOITNMM B TIOJIB3Y
apuTMuii, He pekoMeHmyeTcss. DPU moka3zaHO O6OIBHBEIM
C TIEPCUCTHUPYIOIICH WIN TEPUOANICCKON HAIKEIyI0q-
KOBOW apuTMmueit (TperneTaHue Tpeacepauit, mpeacepi-
Hasl TaXWUKapausl, aTpUOBEHPUKYJISIpHAsS Yy3JIoBas pe-
CHTPH TaxXWUKapOWs, TaXUKapOWs BCICACTBHUE MOITOTHM-
TEJIbHBIX aTPUOBEHTPUKYJISIPHBIX ITPOBOMSIINX IIyTeit),
1 OOJIBHBIM, Y KOTOPBIX €CTh JaHHBIC IPYTHX HCMHBA3UB-
HBIX TECTOB, CBHICTCILCTBYIOIINX O CHHOATPHATHHOMU
6oire3nn wm AB-0mokame [249, 254]. BaekTpodu3noao-
TUIeCKUe MCCICHOBAaHMSI TakKKe IOKa3aHBl MallMeHTaM
C TIPEXIECBPEMEHHBIM BO30YXKICHUEM KCIYIOYKOB, IS
HICHTU(PUKAIIUN W YCTpaHEHUSI apUTMOTCHHOTO CyO-
crpata IyTéM abmamuu [255]. MuBaszuBHOe DPU MoxeT
OBITH TIPEIIOXKECHO M30pPaHHBIM ITallMEHTaM ¢ TJOKYMEH-
THPOBAHHBIMU, CUMIITOMHBIMA MOHOMOP(MHBIMH YCTO¥-
yuBBIMHU (>30 ceK) 3KeIyI0UYKOBbIMUY TaXUKAPIUSIMU, IJIsI
HICHTU(DUKAIIUN W YCTpaHEHUSI apUTMOTCHHOTO CyO-
crpara nmytém absanuu [256, 257].

PekomeHpauun
no 3N1eKTPOoPU3N0JIOrMYECKOMY TECTUPOBAHUIO

Cobinku®

249, 254,
255

Knacc®  YposeHb'
| C

Pekomerpaums

VHBa3nBHOE anekTpodmanonornyeckoe
nccnenoBaHue pekoMeHayeTcst
nauveHTam ¢ OKYMEHTUPOBAHHbIMU
NepcUCTUPYIOLLMMUN TN
NeproaMYecKMM HaXKeNya04KOBbIMM
TaxukapausmMu (TpeneTaHme
npencepavii, NpeacepaHas Taxmkapams,
aATPUOBEHTPUKYNISIPHAS Y3/10Bast

pe-eHTpU Taxukapams, onocpeaoBaHHas
[1062BOYHBIMY MPOBOASLLUMY MYTSMM
Taxukapams) v nauyeHTam ¢ CUHAPOMOM
paHHero Bo36YXAeHUs XeNyao4KoB, Ans
MAEHTUdMKALMN 1 NeveHns abampyemoro
cybcTparta.

MHBa3nBHOE 31eKTPodU3N0Iornieckoe Ilb 256, 257
nccnefoBaHne MoXeT ObiTb
PaCCMOTPEHO ANs OTAENbHbIX NaLMEHTOB
C [LOKyMEHTUPOBAHHbLIMMW, CUMTOMHBIMMU,
MOHOMOP®HBLIMM ycTON4MBBLIMM (>30 C)
XeNya04KOBLIMY TaXMKapAUSMUN ANst
naeHTMdMKaLMM 1 neveHns abnupyemoro
cybeTparta.

MHBa3vBHOE anekTpodn3nonornieckoe 1]
nccnenoBaHvie ¢ NPOrpaMmMmpyemMoi
XENyn04KOBOW CTUMYNALMEN

HEe PeKOMeHA0BaHO naLyieHTam ans
cTpaTuduKaumm pucka BHE3aNHO
CepAeyHON CMepTy.

<« b
Mpumeyanue: - Knacc pekomMeHgaumn, — ypoBeHb A0Ka3aTesIbHOCTH, — CCblJ1-

Kn, noaaepxueaioLime yposeHb AoKa3aTesIbHOCTH.

9. Jle4eHne CMMNTOMOB M OCJI0)XHEHUI

B oTcyrcTBHE OOMBITMX paHIOMU3NPOBAHHBIX CCIIC-
noBaHMii [2], dapMakojormyeckas Tepamnus Momoupa-
JIach Ha SMITMPUYECKOM OCHOBE C IIEJBI0 YIIyYIICHUS
(GYHKIIMOHATBHON CITOCOOHOCTH, YMEHBIICHUSI BBIpa-

KEHHOCTHA CHUMIITOMOB M YMCHBIIICHUIO IIPOTPEeCCUPOBa-
HUS 3a00J1eBaHUs. Y cuMNTOMHBIX TanreHToB ¢ OBTJIK,
LEJbI0 JICUCHUS SBIISICTCST YAYUIICHUS CUMITOMATHUKU
C UCITOJIb30BaHHUEM JICKAPCTBEHHBIX IIPEIIapaToOB, XUPYP-
TUYCCKUX BMEINATCIBCTB, AJKOTOJIPHOM aOjaluyd WIn
KapaAUOCTUMYJISILMM. Tepanus y CUMOTOMHBIX TMalldeH-
ToB 0e3 OBTJIK HampaBiieHa Ha KOHTPOJb apUTMUIA,
CHIDKEHME MaBieHus 3amojHeHust JIK u reueHmne creHo-
Kapauu. IlammMeHTsI ¢ IIPOTrpecCUpPYIOIIE CHUCTOIMIC-
CKOM M AMACTOIMIECKON mUchYHKIMEH, pedppakTepHBIe
K Tepanuu, MOTYT ObITh KaHAWIATaMU Ha TPaHCIUIAHTA-
LIUIO Ceplia.

9.1. OGCTPyKUMSA BLIBOQHOrO TPaKTa JIeBOro
Xenyaouka

Ilo onpedesenuro, OBTIIK onpedensiemcs kax meHO-
B8EHHO BO3HUKANWUI O0ONNAEpo8CcKUil nodsém OaeaeHus
8 ebigooHom omdene JIXK ¢ epaduenmom >30 mm pm.cm.,
HO NOPO2OM 0451 UHBA3UBH020 NeHeHUs. 00bIMHO CHUmMAemcs
epaduenm 250 mm pm.cm.

BoNbIIMHCTBO TAIIMEHTOB ¢ MAaKCUMATbHBIM TPaIu-
eHToM <50 MM PT.CT. B TTOKO€ MJIM TIPU HATPy3Ke MOJIKHBI
MOJTy4aTh JIeYeHNE B COOTBETCTBUU C PEKOMEHIAIMSIMU
nis HeoocTpykTuBHOl 'KMII, omHako, misi HeOOJb-
IIIOTO YMCJIa TTAIMEHTOB C MAaKCUMAaJTbHBIM T'PaEHTOM
B BEIBogHOM otaeire JIZK mexmy 30 1 50 MM PT.CT. 1 OTCYT-
CTBUEM JIPYTUX SIBHBIX TIPUYUH CUMIITOMOB, MOXET pac-
CMaTpUBaThCS WHBA3WBHOE CHUXEHWE TPaIUeHTa, TpU-
HUMasl BO BHUMaHUE, 4YTO YOeTUTEIBHBIX JaHHBIX 11O 3TON
rpymre OOJbHBIX HET.

9.1.1. O6wwue noaxoabl

Bce manunentsr ¢ OBTJIK nomkHbBl n30erats Ieru-
IpaTali U IpruéMa OOJIBIIIOr0 KOJMICCTBA aIKOTOIIS,
TakXe TOJKHO MOOMIPSTHCSI CHIKeHHMe Beca. Ilpema-
paTel, pacHIMpPSIONINEe apTepUU U BEHBI, BKJIIOYas
HUTpAThl U WHTUOUTOPHI (ocdommacrepassl, THIT 5,
moryT yBeanmunBaTh OBTJI2K, u 11pu BO3MOKHOCTH, X
caeayetr uzberatrb (cM. Takxke JleueHue TUIEPTEH3UU,
Pazgen 12.2) [258]. BriepBole mossBUBIIAsICS UIH TIJI0XO
koHTponupyemass PII MoxXeT yxymImaTh CUMIITOMA-
TuKy, BeI3BaHHyro OBTJIK, m momxHa IposecueHa
MMyTéM OBICTPOTO BOCCTAHOBIICHUS CHMHYCOBOTO PUTMa
WJIM KOHTPOJISA XeIyIoUKOBOoTO puTMa [223]. ¥V mamu-
erToB ¢ OBTJLXK crmemyer n3beraTh mpuéma IUTOKCUHA
B CBSI3U C €TO ITOJIOXKUTEIBHBIM MHOTPOITHBIM 3G eK-
TOM [259].

PekomeHgauum no sieyeHnio 06CTpyKLum
BbIBOAHOIO TPAKTa JIEBOIO XeJlyAo4Ka: o0Lue noaxoabl

Knacc®  Yposexs’ Cobinku’
C 258, 260

PekomeHnpauus

Y naumexToB ¢ OBTJIX (nokos lla
1 MHAYLMPYEMOi1) cnepyeT n3beratb
apTepuanbHbIX Y BEHO3HbIX AMNATaTopoB,

BKJII04as HATPATbI U MHTMOUTOPLI

docdonmacrepassbl.

33



Poccuiickuin kapayonorudeckui xypHan N2 5 (121) | 2015

Y nauneHTOoB CO BNEPBLIE MOSBUBLLENCS UK lla C 261, 262

NN0X0 KOHTPONMPYEMOI dUbpUNaLMei
npeacepauii BOCCTaHOBIEHVE CUHYCOBOMO
pUTMa 1 aAEKBaTHbIA KOHTPOSb pUTMa
crnefyeT paccMaTpuBaTh 40 PELIEHUS!
Bonpoca 06 MHBA3MBHO Tepanuu.

Maumnentam ¢ OBTJIX (nokos 1] C 259
1 VHBYLMPYEMO) He pekoMeHayeTcs
LrOKCYH.

v b
MpumeyaHme: ° — KNacc PeKOMEHAALNIA, ~ — YPOBEHb 10KA3aTENbHOCTH, © — CObin-
K1, NOAOEPXMUBAIOLLME YPOBEHb [OKA3ATENBHOCTY.
CokpaueHue: OBT/IK — 06CTpyKLMS BLIBOAHOMO TpaKTa 1eBOro Xesynoyka.

9.1.2. JlekapcTBeHHas Tepanus

ITo ob61IeMy MHEHHUIO, TAIIMEHTOB C CUMITTOMATHIC-
ckoit OBTJLX ciemyer BHavaje JICUNTDh He-Ba30AMUIIATH -
pylommuMu 3-0J10KaTopaMu, ¢ MOAOOPOM MaKCHUMab-
HOM TMEepeHOCHMMOM H03bI, OOHAKO OYEeHb HEMHOTO
WUCCICIOBAaHUM, CpaBHUBAIOIINKA pa3nImaHbe [3-010Ka-
TOpbl MeXay coboii. Heboublne 1, BOCHOBHOM, PETPO-
CIIEKTUBHBIC MCCIICIOBAaHUS CBUICTEIBCTBYIOT, UTO IIPO-
IIPAHOJIOJI OPAJTbHO MOXET YCTPaHSTh WM CHIKATh
OBTJIK B mokoe 1K BEI3BIBAEMYIO HaTpy3KOM, U TIpH-
HOCUTh CHMIITOMATHYECKOE yiydineHue [263-265].
OnHO HCclemOBaHMWE IT0KA3ajl0 CUMIITOMATHYECKOE
VIIydIIeHWE TOJCPAaHTHOCTH K (DU3MUYCCKOM Harpy3Ke
W TIOJaBJIcHUE HAIXEIYIOUYKOBON M KEIyIOYKOBOU
apUTMUU Y OOJIBHBIX, ITOJIYYaBIIMX COTANI0N [266].

Ecnu monoTepanus 3-61okaropamu Hed(hGEKTUBHA,
MOXXET OBITh TOOABJICH ITM30OMMpPaMul (€CIU TOCTYIICH),
Ha3zHAYaeMbIii B MaKCHMAaJIbHON TIEPECHOCHUMOM HO3M-
poBke (00b14HO 400-600 Mr/cyT) [267, 268]. DTOT aHTU-
apuTMmudecKuii mpemapaTt [A Kimacca ycTpaHSeT Tpamm-
€HTBI JaBjieHus B OaszaibHbIX oTaenax JIK, ymydinaer
TOJEPAHTHOCTD K Harpy3KaMm 1 (byHKIIMOHAJILHBIA pe3epB
0e3 mpoapuTMudeckoro 3¢ ¢exra WId MOBHILIEHHOTO
pHCKa BHE3AITHOM cepaedHoil cmeptu [267, 268]. Jdo3o-
3aBHCUMBIC aHTUXOJMHEPTUUECKHE ITO00UYHBIE 3P (PEKTHI
BKJTIOUAIOT CYXOCTh IVIa3 M POTOBOI IIOJIOCTH, 3aIEpPKKY
Mouy U 3amopnl [267, 268]. Cienyer KOHTPOJIMPOBATh
MIPONOJEKUTEILHOCTh MHTepBajia QTc B mpoliecce Hapa-
CTaIIero Imomdbopa HO3BI, W B cydae IIPEBBIMICHMUS
480 Mc mo3a moikHa OBITH cHIDKeHa. CiemyeT M30eraTh
Ha3HAYCHWST TU3OMMpaMHIa ITallieHTaM C TJIayKOMOIA,
MYXYHHaM C TIPOCTaTHUTOM, a TakKXKe IIPHUHUMAIOIINM
Impenaparsl, KOTopble YIIUHSIIOT nHTepBan QT, Hampm-
Mep, aMHUONApOH M COTaloJ. Jm3omupamMui MOXKHO
HCITOb30BaTh B KOMOMHALIMM C BepamaMwioMm [268].
Jw3ormpaMun cieayeT TPUMEHSITh C OCTOPOKHOCTBIO
y mareHToB ¢ I mam puckoM e€ pa3BUTHS, Y KOTOPBIX
JIEKapCTBEHHO-UHIYLIMPOBaHHOE obsieryeHue AB-mpo-
BEICHMUS MOXET YCKOPSITD XKeTyIOUYKOBEI PUTM.

Bepamamun (craproBast mo3a 40 Mr Tpu pa3a B ICHB
IO MAaKCUMAaJIbHO T03bI 480 MT/IeHb) MOXHO MCITOIb30-
BaTh B CUTyalluM, Korma [3-0JI0KaTOpHl IIPOTHUBOIIOKA-
3aHBI WM He3(D(HEKTUBHBI, OMHAKO HEOOXOINM TIIATEIh-
HBII KOHTPOJIb 3a TTAIIMEHTaMU C BBIPAKEHHOM 00CTPYK-

mueit (=100 MM PT.CT.) MJIM TOBHIIIICHHBIM CUCTOIMIECKIM
IaBJICHWEM B JIETOYHON apTepwy, TaK KaK OH MOXKET
CIIPOBOLIMPOBATh OTEK JIErKMx [269]. KparkocpodHblit
OpaJbHBI TIPHEM MOXET YIYYIINTb TOJEPAaHTHOCTH
K Harpy3ke, 00JIeTIUTh CUMIITOMBI 1 HOPMAaJIM30BaTh WA
VIIyYIIATh TAACTOIMICCKOE HAITOJTHECHUE 0e3 YTHETCHUS
cuctonmaeckor pynkmuu [270-273]. CxomHble HAOIO-
IeHMs OBLTY TTOKa3aHHkI [T IYUITHa3eMa (HadajabHasI 103a
60 Mr TpM pasa B I€Hb 10 MaKCUMaJbHOM 360 MI B IeHb)
[274], KOTOpPHBIIT HOJKEH paccMaTpUBAThC IS TTallieH-
TOB, HE MIePEHOCSINNX JTUO00 MMEIOIINX ITPOTHUBOITOKA3a-
HUS K [3-0610KaTopaMm 1 Beparmamuity. Hudbenunua n apy-
TMe OUTUOPOIMMPUANHBI — aHTAaTOHUCTHI KaJbIIHSs
He nokasanbl st negennst OBTIIK [275, 276].

Huzko-1030BEIe TIETJICBEIC WM TUA3UIHBIC TUYPE-
TUKA MOTYT C OCTOPOXHOCTBIO WCIIOJIB30BAThCS [IJIST
o0JieTYeHNsT OABIIIKU, accoruupoBaHHoi ¢ OBTIJLXK,
HO BaXKHO HE JOMYCKATh TUTIOBOJICMU.

CremyeT paccMaTpuBaTh Ha3HadeHME OceTa-010KaTo-
poB y HOBOpoXIeHHEIX 1 neteit ¢ OBTJIK, Takxke cymie-
CTBYIOT OTpaHMYCHHBIC NaHHBIC, YTO y JIETCH MOXKHO
0c30IIacHO MCIOAb30BaTh Bepamamma [272]. Otcyt-
CTBYIOT HAaHHBIC, TO3BOJISIOIINE CACIATh CIIeIu(IIe-
CKHME pPEKOMEHIAIIMHA II0 JICUCHHIO OU3OIMMPAMUIOM
y neteit. HasHaueHMe JeKapCTBEHHOI Tepaldy MOXHO
paccMaTpuUBaTh UISI ACUMIOTOMHBIX WJIM MaJOCHUMITTOM-
HBIX TIOJPOCTKOB M B3pochblx, umerommx OBTJIK
B TIOKOE WJIM TP HArpy3Ke W YBEeJIMUYCHUE JICBOTO IIpe-
cepaus.

Pedxo nauuenmut ¢ maxcénoii npogoyupyemoit OBTIIK
Mo2ym Manughecmupogams cunomeH3uell uau OmeKom née-
KUX, KOmopble MO2ym UMUMUPOBAMb OCIMPYH) UUEeMU)
Muokapoa. Basicno pacnosnasame 3mom eapuanm paszeu-
musi cobbimuil, maxK Kak Ucnoab308auue 8azo0ulIamamo-
PO8 U C npenapamos MNOAOICUMENbHBIM UHOMPONHBIM
aghpekmom 6 amoil cumyauuu modxcem Obimbs dHcU3HeYepo-
acarouum. Bmecmo smoeo newenue doadxcrno cocmosmo
u3 B-6n0kamopoé (opanbho usu 6HYMpUBEHHO) U 8A30KOH -
cmpukmopoe (Hanp., peHurepun, memapamuton u aope-
HAAUH).

PekomeHgauumn no nekapcTeeHHomy nevenuio OBTIIK

b
Knacc®  Ypoeb  Ccbinku®

He-Basonatupytowme | B 263, 265, 267,
3-6nokaTopbl, ¢ Noaéopom 268
MakCcVManbHON NePEHOCUMON A03bl,

PEKOMEHIYIOTCS B Ka4eCTBE NepBON

NHUW TEPANUK ANS yiyYLLEeHNs

cMMNTOMOB Yy naumeHToB ¢ OBTJIX

(nokosi n mnnyumpyemomd).

PekomeHpauus

Bepanamun, ¢ nog6opom | B 268, 270-274
MaKCMManbHOM NepeHOCKMON [03bl,

PEKOMEHIYETCA TEM NaumeHTam

¢ OBTJIX (nokosi n MHnyumpyemoﬁd),

KOTOpbIE HEe MEPEHOCAT UNW UMEKOT

NPOTMBOMNOKA3aHWsA K NPUEMY

3-610KaTOPOB.
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[usonvpamua, ¢ nonbopom B 267, 268
MaKCUMaIbHOM NepPeHOCUMON [03bi',
peKkoMeHayeTCs JONONHUTENBHO

K Tepanuu B-6nokatopamu (1nu,
€Cnn HEBO3MOXHO, K Bepanamuiy)
LS YNY4LWEHUS CUMMTOMOB

y nauyeHToB ¢ OBTJIX (nokost

" MHnyumpyeMOVld).

Jvsonupamug, ¢ nondopom IIb 267
MakCc/MasbHON NepeHocMon

103bl°, MOXET PacCMaTpUBaTLCS

B Ka4eCTBE MOHOTepanumn ans

YNYYLIEHWS CMMNTOMOB Yy NaUMEHTOB

¢ OBTJIX (nokosi n MH,uyLmeyeMOMd)

(dpusnyeckas Harpyska unu npoba

BanbcanbBbl) ¢ HE06X0AMMOW

OCTOPOXHOCTbIO Y NauueHTos ¢ Il

(Mnn ¢ NpeapacnoNOXeHHOCTbLIO

K @), y KOTOPbIX 3TO MOXET

NOBbLICUTb OTBET XeNyL04KOBOr0

putMa.

3-6nokaTopbl MV BEpanaMmmun Ilb 272
MOryT paccMaTpuBaThCs y feTen

N acCUMMTOMHbIX B3pocbix ¢ OBTJIX

(nokosi n MHutulpyeMOﬁd), ons

CHVXXEHUS IaBNEHs B IEBOM

Xenynouke.

Hwn3kune [o3bl NeTNEBbLIX 1l¢]
[MYPETVKOB AV TUA3ML0B MOTYT
MCNONb30BaTbCS C OCTOPOXHOCTbIO
Y CUMATOMHBIX 607bHBIX ¢ OBTJIX,
Anst 0611eryeHms obILLKM Npr
Harpyske.

Juntnasem, ¢ nonbopom 274
MaKCMMaNbHOM NepeHoCUMOi

[03bl, CNeayeT paccMaTpmBaTh

Y CUMATOMHbIX 607bHBIX ¢ OBTJIK

(nokosi n MH,u,yumpyeMOﬁd),

KOTOPbIE HE NePEHOCST UK UMEIOT

NPOTUBOMNOKA3aHWs K NPUEMY

3-6nokaTopoB ¥ Bepanamuna, ans

061eryeHns CUMMTOMOB.

OpanbHble nnu B/B R-6nokatopel lla 260
1 Ba30KOHCTPUKTOPLI Cneayet

paccmaTtpuBaTh Yy 60/bHbIX

C Taxénoi nHayumpyemoin OBTIXK,

NPOSBASIOLLENCS TMNOTeH3Ven

N OTEKOM NETKMX.

MpuMeyaHme: * — KNacc pekoMeHaALMA, b YPOBEHb I0KA3ATENLHOCTH, © — CCbUTKM,
NOAAEPXMBAIOLLME YPOBEHb A0Ka3aTENBLHOCTH, ‘— npoBokaumsi npo6oii Basbcasbabl,
CTOS! WM OpaJIbHBIM MPUEMOM HUTPATOB, €C/N PU3NHECKas Harpy3ka HEBO3MOXHA,
¢ — CieayeT MOHUTOPVPOBATb MPOOMKUTENLHOCTL MHTEpBana QTc BO Bpemst noaGopa
BO3PAaCTaloLLei [03bl AN30MMPaMUAa, N OHA JOIMKHA ObiTb CHYKEHA, ECIIN NPOLOMKU-
TenbHOCTb MHTepBana QTc npesbiaeT 480 Mc.

Cokpauenue: OBT/IK — 06CTpyKLMS BLIBOAHOMO TpaKTa J1eBOr0 Xesyaoyka.

9.1.3. UHBa3uBHOE NnevyeHne 06CTPYKLMKN BbIXOJHOIO TPaKTa
JIeBOro Xenyaouka

Omcymcemeyrom OaHHble 8 NOAb3Y UHBA3UBHO20 N€YEeHUs
06CMpPYKUULU 8bI600H020 MPAKMA Y ACUMNIMOMHBIX 00NbHBIX,
He3aeucumo om cmeneHu 00CMpyKyuu.

WnBa3uBHOE neyeHne ¢ neiabio cHmkeHuss OBTJIK
JIIOJKHO paccMaTpUBaThbCs IJISI MAllMEHTOB C TpagucH-

oM OBTJIK >50 MM pT.CT., OT cpelHe BBIpaKeHHBIX
no Taxéneix cumntomoB (III-1V dyHkumoHanbHBIN
kiacc mo NYHA) u/unu moBTOpHBIC CHHKOIIEC, MHIYIIH -
poBaHHBIE HU3NYECKOUN HArPy3KOWi, HE CMOTPS Ha MaK-
CUMAJIBHYIO TIEPEHOCUMYIO JIEKAPCTBEHHYIO TEpPaIuIo.
B HekoTOpBhIX LEHTpaX WHBAa3WBHOE JICUEHUE TaKXKe
paccMaTpuBaeTCs ISl MAlMEHTOB C MSTKOW CUMIITOMA-
tukoit (II dynkumonanbHbIl Kinacc mo NYHA), y koto-
pPBIX MAaKCUMaJIbHBIA WIW WHAYUUPYEMBIA TPagUEHT
>50 MM pT.cT. (Harpy3ka Win Ipoba BambcaabBe) code-
Taetcss ¢ SAM-onocpenoBaHHOW MUTPATBLHOW perypru-
Tauyeil cpenHeill MM TaxkEmoir crenenu, PII, wmim
JWIaTalWeN JIEBOTO MPencepausi OT CPeaHeN N0 TIkKE-
JIOWl CTEeNeHU, HO OAHHBIX, MOANECPXUBAIOIIAX TAKYIO
MIPaKTUKy, HeMHoro [277].

9.1.3.1. Xupypruyeckoe nevyeHune

Hauboimee 9acTo BEIMOTHSACMOU XHPYPTUICCKOMN
npouenypoit mis medenns OBTJIK asmsgercs xeiry-
IOYKOBasl CeNTaibHas MUOSKTOMHUS (mpoliemypa Mop-
poy), TIpU KOTOpoit (opMHUpyeTCsS IIPSIMOYTOJIBLHOE
yIIyOJIcHHe, KOTOpOe IIPOHOJIKACTCS ITUCTAIbHO
3a Ipenesibl KOHTAKTa MEXIY MUTPaJbHOM CTBOPKOU
M TIEPEeropoJKoil HMXe aopTaibHOro KiamaHa [278].
DTO0 yOMpaeT WM CYIIECTBEHHO CHUXAET TI'PagveHT
nasiaeHus B BeiBogHOM otaene JIXK Goiee, yem B 90%
cllygaeB, CHIXKaeT SAM-0ITOCpPeIOBaHHYI0 MUTPAIb-
HYI0 perypruTamuio, W YyJIydilaeT TOJePaHTHOCTH
K (pu3mdyecKoit Harpy3ke M CUMIITOMATHKY. JIMTeNb-
HBIII CHMIITOMaTHYeCKUil 3ddekT mocTuraeTcs
y 70-80% mauueHTOB, C OTHAAEHHOM BIXXMBAEMOCTHIO,
cpaBHUMOIi ¢ o0uiei nomynsuuei [279-287]. Ipeno-
MepauoOHHEIE ITPEIUKTOPHI XOPOIIEro MCXoma — BO3-
pact <50 set, pa3mep JeBoro mpeacepauss <46 M,
OTCYTCTBHEC (QUOPWUISIINU TIPEACEPONA W MYKCKOM
non [287].

OCHOBHBIMU XUPYPTHICCKUMHU OCIIOKHECHUSIMHU STBJISI -
1oTcsd AB-6iokana, nedekT MeXoKelyIouKOBOU Mmepero-
poIKM W aopTaibHast peryprutauusa (AP), Ho Takxke
CYIIECTBYIOT HEOOJBIITNE BBICOKOCIICIINATM3NPOBAHHBIC
LEHTPHI C OIBITOM HMHTPAOIECPAIIMOHHOTO MCITOIb30Ba-
Hust TI1-OxoKI' [286, 288, 289]. Korma ogHOBpeMEHHO
HabMoaaeTcs o0CTpYKUMS cpeaHeit yactu nonoctu JIZK,
CTaHAApTHAsE MUOKTOMUS MOXET OBITh IPOIOJIKeHA
OUCTAJTBHO OO CepeIMHBI XKeIyI0IKa BOKPYT OCHOBAHMUS
MAMWIISIPHBIX MBIIIII, OTHAKO JaHHBIE 00 3¢ (PeKTUBHO-
CTH W JOJTOCPOYHOM 3(D(HEKTMBHOCTH TAKOTO ITOAXO0IA
orpanmyeHsl [290].

ConyTcTBylomass  XHpypruyeckasg  KOPPEKIIHsSI
MUTpaIbHOTO KjamaHa Tpebyercs 11-20% nauueHTOB,
noaBepraomuxcss MuosKktomMuu [114]. ¥V  0GoIbHBIX
C BBIPaXXECHHBIM YIJIMHEHNEM CTBOPOK MUTPAIBHOTO KJIa-
MaHa W/WIM MUTPAJBHON perypruTalmeii OT cpemHei
IO TSDKEIOM CTeTICHM, MUO3KTOMHUS MOXET KOMOMHUPO-
BaThCSI C OMHOM U3 HECKOJIBKMX JOTIOJIHATEILHBIX IIPOIIC-
Iyp, BKJIIOYas 3aMEeHY MUTPAJIbHOTO KjallaHa, IepemaHe-
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Ectb 11t aJ'II)TepHaTHBHOC/I[OHOIIHI/ITCJ'[I:HOC 00bsICHEHME cuMIITOMaM?

KakoB MexaHu3m o6CcTpyKimu?

OLieHKa MUTPaJIbHOM aHATOMUM/(PYHKIIUN

OLIeHKa pacrpoCcTPaHEHHOCTH/TSKECTU TUIIEPTPODUMN

* OXupeHne

* bone3Hu J€rkux

* Umemuyeckast 60se3Hb cepia

* AHeMuUst

* Boyie3HU IMUTOBUITHOM XeJle3bl

» Apurmun(Hampumep, OIT)

* [To6ouHbIe 3(hheKThI IeKapCTB

» CucteMHBIe 3a00JIeBaHMS (HATPUMED, aMUTIOUI03)
» O6crpykumst BTTIK

 [IC/I-onocpenoBaHHask

* CpenHelt MojIoCcTh

» CybaoprayibHasi MeMOpaHa

* AOpTaJIbHBII CTEHO3

* AHOMaJIbHOE ITOJIOXEHME MMAITMIUISIPHBIX MBIIIILT
+ JlonoTHUTeIbHAst TKAHb MUTPAIBHOTO KJIallaHa

« [Iposanc MUTPaTBHOTO KJIalaHa
* [Ipyrue BpoXaEHHbIE aHOMAJIMM MUTPAJILHOTO KJIalaHa

MuHUMaJIbHAsSE TOJIMHA [ePEAHe YaCTH MEXXKETyI0YKOBOM
MePEropoIKH

Puc. 5. Cnincok npeagapuTesibHbiX 06CNeA0BaHWiA As NALMEHTOB, KOTOPLIM MAHMPYETCS MHBa3UBHAs CeMNTabHas PeaykKuys.
Cokpawenus: O — dubpunnaums npeacepanin, MK — mutpanbHbiii knanad, BOMXK — BbIBOAHOWTPAKT npaBoro xenyaouka, NCH — nepenHee cUCTONMYECKOE ABU-

XeHue.

3aIHIOI0 PEKOHCTPYKIUMIO MAIMLUISIPHEIX MBIIIIII, COOpH-
BaHME IIepemHEl CTBOPKM MUTPAJbHOIO KJlamaHa,
BBITSITUBAHNE TIEPEAHEN CTBOPKM C MCIIOJB30BaHUEM
TeprKapaIraIbHO 3aIUIaThl, 00pab0TaHHOM IITyTapOBEIM
aJbACTUIOM, KOTOpasl YBEIMIMBACT KECTKOCTh CPeIHEH
yacTn KimamaHa [291-294]. VYmmHEHHAS TiepemHss
CTBOpKAa MHTPAJIPHOTO KJIallaHa OOJIBbIIE pacroJaraet
K IDIAaCTUKE MUTPAIBHOTO KJIallaHa, 9YeM K €Tr0 3aMcHe
[295]. Xwupyprmueckass JIeTaIbHOCTh MMOSKTOMUU
¢ MAaHUMYJISUSIMA Ha MATPAJILHOM KJIaIlaHE COCTABJISICT
3-4% [294, 296, 297].

9.1.3.2. CentanbHasa ankoronbHas abnaums

B crmenmanu3ampoBaHHBIX ILIEHTpax HampaBJIeHHas
WHBEKIINS aJIKOTOJII B CENTAIbHBIN mepdopaTop (Miu
WHOTIA B IPYTHE BETBU JIEBOI HUCXOISIICH KOPOHAPHOM
apTepun) IS MHAYKIIMH JIOKAJIBHOTO CENTAIBHOTO PyOIIa
WMeeT Pe3yJBTaTUBHOCTh, OJM3KYI0 K TaKOBOW IIpHU
XUPYPTUYECKOM JICYCHUU B OTHOIICHWU YMCHBIIICHMS
rpagreHTa, YIYJIIeHUS CUMITOMATUKA U TOJICPAHTHO-
cth K ¢m3nmdeckuM Harpy3kaMm [298-302]. OcHoBHOe
HedaTalbHOE Oc/IOXHeHne — 3T0 AB-6iokana y 7-20%
MMAIlCHTOB, a CMEPTHOCTh B pe3yJbTaTe IIPOILCIYPHI
COMOCTaBMMa C TaKOBOU ITPYM M30JIUPOBAHHON MHODKTO-
muu [299-303].

B cés3u ¢ sapuabenvHocmoio cenmanbHo20 KposoMoKa,
00 UuHBeKUUU ANK02045 He0OX00UMO BbINOAHUMb MUOKAPOU-
ANbHYI KOHMpacmupyouwyo sxokapouoepaguro. Ecau kow-
mpacmuoe @euecmeo He N0KAAUZYEMCs UCKAOYUMENAbHO
6 bazanvHoil wacmu nepe2opodKu u obaacmu, npuiesarouien
8 Mecmy MUmpanbHO-CenmanbHoeo0 KOHMaKkma, npoueoypy
caedyem ommenums [11-113].

MHaBEKIIMM  OONBIIOTO  KOJWYECTBA  CIHPTa
B HECKOJIBKO CENTAIBHBIX BETBEH C IIEIbIO PeIYKIINHT Tpa-
IHWeHTA B SHIOBACKYJISIDHOU JTA00paTOpUH HE PEKOMEH-
IyeTCsI, TaK KaK acCOIMMPOBAHO C BBICOKMM PHUCKOM
OCJIOXKHEHUI 1 apUTMUYECKNX cOObITHIM [304].

AJBTepHATHBHBIC METOIBI OBUIN OITMCAHBI HA HEOOIb-
IIIOM YHCJI¢ TAIIMeHTOB, BKITI0YAsl TEXHUKY HEaJTKOTOJIb-
HOI cenTaibHOM 3MOoau3anuu (coupanua [305, 306],
YaCTHIIHI TTOJTMBUHIIAJIKOTOIbHOM TIeHHBI [307], ImaHoa-
kpwiatr [308]) m mpsiMast BHYTPUIIOJNIOCTHAsI aOIallms
(pammouacrtotHasi, kpuotepamnus) [309, 310]. Dtu anb-
TepHATUBHBIC METONBI HE CpPaBHUBAINCH HAIIPSIMYIO
C IPYTMMH BapMaHTAMHM CENTAIbHOUM PEOYKIIMU U WX
COOTHOIIICHHE TI0 JOJITOCPOYHBIM pe3ybTaTaM,/ 6e301ac-
HOCTH HEIOCTYITHEI.

9.1.3.3. CpaBHeHUe X1pypruyeckoro BMeLaTenbCTaa
C ankoronbHoi abnaume

Bce nayuenmovt doaxcibl 6bimb 00¢1e006aHbI ONbIMHOL
MYAbMUOUCUUNAUHAPHOU KOMAHOOU 00 UHIMEPBEeHUUOHHO20
AeYeHUsl.

Bre16op Tepanmmm mOKeH OCHOBBIBATBHCSI Ha BCECTO-
POHHEI OICHKE MUTPAJIbHOTO KjallaHa W CEeNTaJbHOM
aHATOMMH, YTO BKITIOYACT B ceOsI TIIATEILHOE MCKITIOUE-
HUE JIpYyrux aHOMaJuil BBIBOAHOTO TpaKTa W MUTPab-
HOTO KJIallaHa, TPEOYIOIINX XUPYyPrUIecKOil KOPPEKIINH.
KomoueBble TTO3MILINM TIpeONEPAIlMOHHOIO 00CIenoBa-
HUS TOoKa3aHBI Ha pucyHKe 5. CemnrajgbHas a0iaIus
MOXET OBITh MeHee 3(p(PeKTUBHON y MALIMEHTOB C BEIpa-
XKEHHBIM cenTajdbHbIM ¢udpo3zoMm Ha MPT cepana
W y TMAIMeHTOB C OYEHb BBIPAXKCHHOW THUIIepTpOpUCit
(=30 MM), HO cucTeMaTW4YeCKHE HAOJIOMCHUS OTCYT-
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CTBYIOT. B meiaoM, pHUCK BEHTPHKYJIO-CENTAaIbHOTO
medekTa B pe3yibraTe CENTaJbHOI aJKOTOJIBHOI abia-
O W CENTaJIbHOM MUOSKTOMMH BBINIC Y TALIMEHTOB
¢ Msrkoil runeprpodueit (<16 MM) B MeCTe KOHTaKTa
MUTPAJBHOTO KJTallaHa ¢ MEXCKETYIOUKOBOI IIeperopomi-
KoIi. B TakMx ciIyJ9asix MOTYT OBITH PACCMOTPEHEI aJIETeP-
HATUBHBIC TIOAXONBI, TaKWe, KaK ABYXKaMepHasT CTUMY-
sstius (em. Pazmen 9.1.3.5: JIByxkamepHast CTUMYJISIITVST)
I IPOTE3MPOBaHNE,/3aMeHAa MUTPAIBHOTO KJIallaHa.

He mpoBommioch paHIOMM3NPOBAHHBIX HMCCIIEIOBA-
HU, CpaBHUBAIOIINX XUPYPTUUECKOE JICUCHUE M CEII-
TaJIbHYIO aJIKOTOJIbHYI0 abianuio (CAA), HO HECKOJBKO
MeTa-aHaJIM30B IT0Ka3alM, 4TO 00¢ IPOLEeIypHl YIyd-
AT (GYHKIMOHATBHBIN CTATYC CO CXOMHO IIPOILIeayp-
HoW JieTanbHOCTBIO [311-314]. CenTanbHas ajKOTOJb-
Has abjlalysl acCOMMPOBaHA C TTOBBIIIICHHBIM PHCKOM
AB-0650Kaapl, TpeOytollleid UMIUIAHTALIMU TTOCTOSTHHOTO
BOIWTEIISI pUTMa 1 00Jiee BRICOKMM OCTAaTOYHBIM Tpagn-
eHTOM BhIBomHOro otnena JIK [311-314]. B omnmmune
OT MHOSKTOMHHU, Yy OOJBIIMHCTBA ITAIIMEHTOB ITOCIIE
CAA paszBuBaeTcs 0J0Kama yallle IpaBoOi, a HE JIEBOit
HOXKM Ttyuka [uca. Puck AB-6yioKaabl Tocie Xupypru-
YeCKOTO BMeEIIATeIbCTBA WJIM aJKOTOJIBHOM abianuu
HanboJjiee BBICOK Yy IMAIIMEHTOB C IPEICYIICCTBYIOIINM
HapylIeHHeM IPOBOAMMOCTH, IMO3TOMY — OIIpaBIaHa
MpodIIaKTUIeCKasT UMITIAHTAIINST IIOCTOSTHHOTO BOIH-
TeJIsT pUTMa 10 MHTepBeHUIMH [315].

OnepallmoHHAas JIETAJIBHOCTD Y IETEH B CIICIIAAI3H -
poBaHHBIX LeHTpax <2% [288]. I[NoBropHass OBTJIK,
TpeOyroIasi onepay, BCTPedaeTCs peaKo, 3a MCKITIO-
YyeHWEM JIeTeil U MJIAIeHIIEB, B CBSI3U C TEXHUICCKUMU
OTPAaHUYEHUSIMU PE3EKIIMU ¥ TPOrPECCUPOBAHUS
runeptpodun Muokapaa. CeITaiabHas alKOTOJbHAs
abjamms ocTaéTcs DUCKYCCMOHHOM y IeTel, IMOAPOCT-
KOB M MOJIOABIX B3POCHBIX, TaK KaK HET TaHHBIX
00 OTCPOYCHHOM BIMSHUU MHOKapAMAJIbHOTO pyoOIla
B 2TOi1 TpyMIIle, M IIOTOMY YTO TeXHUUYCCKHE TPYIHOCTU
W TOTCHIIUAIBHBIC PUCKU Yy MaJICHBKMX HeTell M Mila-
IICHIICB BBIIIIE.

PekomeHaauuu No cenTanbHO peayKuum

Knacc®  Yposes® Cobinku’
| (0] 148, 149

Pekomerpaums

PekomenayeTcs, 4To6bl peayKums
CenTanbHOM NeperopoaKu BbIMOMHANACH
OMbITHBIM CNEeLManncTom, paboTaioLLen

B MYNbTUANCLMNIMHAPHON KOMaHae
CneuranncToB C 9KCNEPTU30ii B BEAESHN
TKMI.

Peaykuus mexokenyi04koBon
neperopoaku Ans yny4LleHns CUMNTOMOB
PEKOMEeHAYeTCs NauneHTam C rpagneHTom
nasneHus B BTJIX B nokoe nnu
MaKCVMasbHbIM NPOBOLMPYEMbIM >50 MM
PT.CT., UMEIOLLNX DYHKLMOHANBHbI

knacc llI-IV no NYHA, He cmoTps

Ha MakCVMasbHYI0 NEPEHOCUMYIO
Tepanuio.

311-314

Penykums mexokenyno4koBom lla 240, 316
neperopoaky OMKHa paccMaTpuBaThCs

[LNSl NALMEHTOB C NOBTOPHbLIMU

obMopokamm Npu Harpyske,

BbI3bIBAEMbBIMU FPaAMEHTOM AaBNeHus

B BTJIX B nokoe nan makcumanbHbiM

npoBouupyembiM >50 MM pT.CT.,

He CMOTPS Ha ONTUMAaJIbHYIO TEpanuio.

CenTanbHas MUO3KTOMMS, 295
npegnouTutensHee, 4em CAA,

PEeKOMeHyeTCs nauneHTamM ¢ NokasaHUsMm

K PenyKLmmn MeXoKenyno4KoBoi

Neperopoaky MMEIoLLMX ApYrve nokasaHms

LISt XMPYPr4eckoro BMeLaTenbcTaa

(Hanpumep, NPOTE3MPOBaHNE/3aMeHA

MWTPabHOrO KNnanaxa, BMeLIaTenbCTBO

Ha NanuNSIPHBIX MbILWLAX).

MpoTe3vpoBaHue nnn 3ameHa mutpansHoro  lla C 291-294
KnanaHa JO/MKHbl paccMaTpuBaTbes

Y CUMMNTOMHbIX NALMEHTOB C FPaaNEHTOM

nasneHuns B BTJIK B nokoe nnn

MaKCVMasbHbIM MPOBOLMPYEMbIM

>50 MM PT.CT. 1 MUTPaNbHOM

peryprutaumen ot cpegHein oo TSxENon

CTeneHw, He BbI3BaHHbIX U30IMPOBAHHO

MCL cTBOPKM MUTPANLHOTO KnanaHa.

MpoTeanpoBaHne nnm 3amMeHa Ilb 296, 317

MWUTPaJIbHOTO KflanaHa MoryT
paccmatpuBaTbCs y NauyeHToB

C rpagueHToM aaenenus B BT/TX B nokoe
UM MaKCMMasibHbIM MPOBOLMPYEMBIM
>50 MM PT.CT. ¥ MaKCVMasibHON TONLLMHOM
MEeXCKeNyA04KOBOIN NEPeropoaku

<16 MM B MeCTe KOHTaKTa MUTPaIbHOro
Knanasa c neperopoakoit, Unnm ecnu
VMEETCS MUTpanbHas peryprutaums

OT CpeaHen [0 TAXENON CTeneHn nocne
M30/IMPOBAHHON MUOIKTOMUM.

< b
Npumeuanme: ° — KNacC PEKOMEHAALINIA,  — YPOBEHb [I0KA3ATENHOCTH,  — CCbin-
KU, NOAAEPKMBAIOLLVE YPOBEHb A0KA3ATENBHOCTY.

Cokpauwienusa: NYHA — New York Heart Association, TKMIM — runeptpoduyeckas
kapauomuonatusi, JIN — nesoe npeacepaune, OBT/IK — 06CTPYKLMS BIBOAHOTO
TpakTa NeBoro xenynouka, MNCH — nepeaHee cuctonmyeckoe AsuxeHne, CAA —
cenTanbHas ankoronbHas abnauus, @M — Gubpunnaums npeacepanii.

9.1.3.4. TpeboBaHNS K MUHMMANIBHOMY YPOBHIO XMPYPruiyeCcKom
aKTMBHOCTY

Kak B ciyyae 1100bIX APYTMX MHBA3UBHBIX MTPOLIENYD,
pe3yJbTaThl XUPYPrUuUE€CKOro JeYEeHNSI U aJKOTOJbHOM
abylauMu, BEpOsITHO, JIydllle B Te€X LIEHTpax, Tae MpoBO-
IUTCS OOJIbIIIOE YMCIIo mpolenyp. B orcyrcrBuu cnenu-
¢UIeCKMX MaHHBIX, PEKOMEHIAIINN II0 KOJMYCCTBY
WHTEPBEHLIMI BKCTPAIOJUPYIOTCI C APYTUX BMellla-
TeAbCTB. PasyMHBIM MpeacTaBiaseTcss MWHUMalbHas
xupyprudeckass akTuBHOCTh B 10 CAA m cenTalbHBIX
MUO3KTOMUI B rof. st o6eux mpoieayp HeoOXoaumo,
4TOOBI ObLIIU B HATMYUU O0Jiee OMHOTO0 OOYYEHHOTO CIie-
HAaIMCTa, YTOObI OBITh YBEPEHHBIM B 0€30MaCHOCTHU
M CTAaOMJIbHOCTU MHTEPBEHILIMOHHOM mporpaMmbl. Peko-
MEHJIYETCS OCYILIECTBSITh COOp HALIMOHATbHBIX JaHHBIX
U MPOCHEKTUBHBIX PETUCTPOB IJI MOHUTOPUPOBAHUS
pe3yJIbTaTOB U OE30ITaCHOCTH.

37



Poccuiickuin kapayonorudeckui xypHan N2 5 (121) | 2015

CepneuHast HemoctatouyHocTh Kiacce [I-IV NYHA

'

}

OBTJIK nokost wiu MHAyIupoBaHHas =50 MM PT.CT.

OBTJIXK nokost wiiv uHayimpoBaHHast <50 MM pT.CT.

|

}

Jleuenue OBTJIK

DIT1? > KOHTpPOJIb 4aCTOThI/PUTMA AHTUKOATYIISIIUS

v

v

OB JIXK 250 %

OB JIX <50 %

!

|

R-610KaTOPBHI,

Marbie 1035l MEeTIeBhIX
1 TUASUIHBIX TUYPETUKOB

BEpariaMuJl Ui JUITUa3EM

R-610KaTOPBHI,

nAIID, aPMK

Mauible 103bl IETIEBBIX

U TUA3UIHBIX TUYPETUKOB

PaccmoTpeTh TpaHCIIAHTAIUIO Ceplia

Puc. 6. AnropnTm neyeHus CepaeyHoii HeA0CTaTOHHOCTY NPY rMNepTPOdUYECKOI KapAMOMIONATHN.
CokpaueHusi: MAMP — MHrMBUTOPBLI aHMMOTEH3UH-MpeBpaLLatoLLiero pepmenTa, aPMK — aHTaroHWUCTbl peLenTopoB K MUHepanokopTukouaam, O — dubpunnaums
npencepamii, PBJK — dpakuys Beibpoca nesoro xenynoyka, OBTIIK — o6CTpyKLms BLIXOLHOrO TpakTa nesoro xenynoyka, NYHA — New York Heart Association.

Xupypeu u kapouonoau, ocyuwecmeisiouwjue UHEA3UGHOe
CHUJICeHUe 2padueHma, 00ANCHbL Oblmb 00y4eHbl 8 cheyuad-
AUBUPOBAHHBIX UEeHMPax U 00AXHCHbL pabomams 6 cocmase
MYAbMUOUCYUNAUHAPHOL KOMAHOBL, UMeulell ONblm 6 lede-
Huu T'KMII.

9.1.3.5. [IByxkamepHas aneKkTpokapauoCTUMYNsLmS

Tpu HeOONBIINX, PAaHAOMM3UPOBAHHLIX ILIale00-
KOHTPOJHUPYEMBIX HMCCICHOBAHMUS IO IBYXKAMCEPHOM
BIIEKTPOKAPINOCTUMYIISIIUA Y HECKOJIBKO IITUTEIBHBIX
00CcepBallMOHHBIX HAOIIOACHUI TTOATBEPKAAIOT CHITKE-
HUe rpaareHTa BEIBOOZHOTO TpakTa JIK n BapmabembHOe
VIIydIIeHNEe CHUMIITOMATUKM M KadecTBa XW3HM [318-
322]. B ogHOM HCClIemOBaHMH PETPOCIICKTUBHBIN aHa-
JIN3 TIOATPYIIT TTO3BOJISIET TIPEAIIONOXUTh, YTO BO3PacCT-
Hble IMalueHThl (>65 er) ¢ 0oJblieii BEPOSTHOCTHIO
IIOJIyYaloT MOJIb3Y OT TaKoro yedeHus [321]. B omHOoM
HUCCICTOBAaHNM TPOBOAMIOCH IIpsiMoe cpaBHeHHe CAA
CO CTUMYJISIIMEH, W OBUIO ITOKa3aHO OOJIbIIee CHITKE-
HUe TpamgueHTa npu abnaumm [323]. HemaBHUiT 0630p
KoxpeitHa 3akifogaeT, 9TO JaHHBIC O TOJIb3¢ CTUMYIISI-
ouu 06asupyloTcs Ha (PU3MOJIOTHYECKUX HM3MEPECHUSIX
W HE comepXKaT pe3yJbTaTOB O KIMHWYECKU pelIeBaHT-
HBIX KOHEUHBIX TouKax [324].

IloctosinHast AB mocnemoBaTenbHasi CTUMYJSLIUS
¢ KOpoTKuM AB-mHTEpBaioM MOXET OBITh ITPeaIOXeHa
CUMIITOMATUYHBIM B3POCIBIM ITallMeHTaM, KOTOPBIC
He TToAXonaT (WM He COTJIACHBI) IS IPYTMX ITOAXOIOB
WHBA3MBHOTO CHIDKCHUSI TpamveHTa, W IaeHTaM,
KOTOpbIE UMEIOT ApYyrue IMoKa3aHusl K KapaAuOCTUMYJIS-
mun. [TapaMeTpsl CTUMYJISIIAN TOKHBI OBITh OITUMM3H -
POBaHBI I HOCTIDKCHUS MaKCHMAJIBHOTO TIPEIBO30Y-

xaeanst [12K ¢ MUHMMaNbHBIM HapyIIeHWeM HaIloJTHe-
aHust JIXK (0OBIYHO JOCTHTAaeTCS C HamIpaBICHHBIM
AB-unaTepBaniom nmoxkos 100130 mc) [325]. dasa yBepeH-
HOCTA B TIOJTHOM 3aAcHCTBOBAHMHM KCIYIOYKOB IIPHU
Harpy3Kax, JOJDKHA OBITh TOCTYITHA TMHAMWICCKH 3aja-
BacMas BennunHa AB-mHTepBaia, u IIporpaMMUpPYeMEbIiA
BEPXHUI TIpeIe]T JOJKEH OBITH BBIIIIE, YeM CaMBIN OBICT-
pBIA PUTM, NOCTUTaeMbIii MpU (PU3UUYECKON Harpyske
[249]. Abnaumst aTpMOBEHTPUKYISIPHOTO y3JIa WU €T0
MOIU(HUKAIIAS MOTYT PaCCMAaTPUBAThCS B KAYECTBE METO-
IIOB IUIST OCTVKEHUST ONTUMAaIbHOTO AB mmporpammmupo-
BaHMS y YaCTH TTAIINEHTOB C 0YeHBb KOPOTKUM P-R mHTEp-
BaJIOM, HO He peKoMeHaytoTcs [326].

PekomeHgauum no aneKTpokapanoCcTUMynsaLmum
y NaumeHToB ¢ 06CTpyKuueit

Pexomenpauus Knacc® Ypoaebe Cebinkn’
MocTtosiHHasa AB cTmynsiuma ¢ ontumanbsHeiv — |lb C 268, 318-
AB-VHTEPBANIOM A1 CHUXEHWS rpaaneHTa 322

[aBNEHNS B BbIBOAHOM TpakTe JDK nnun

NS 06neryeHVs 1ekapCTBEHHON Tepanum
R-6nokatopamm /v Bepanammiom MoryT
paccMaTpuBaThCs Y OTAENbHbIX MALMEHTOB
C rpagmeHToM aaeneHus B BTJDK B nokoe
WM MakCMarbHbIM MPOBOLMPYEMbIM

>50 MM PT.CT., CUHYCOBbIM PUTMOM

1 cumnToMamu, pedpakTepHbIMm

K NIEKaPCTBEHHON Tepaniu, 1 KTo MMeeT
NPOTMBONOKa3aH!s K CenTanbHO
ankorosbHOV abnauum Uv cenTabHoM
MVOSKTOMUW, UIW BLICOKMIA PUCK PA3BUTUS
nornepeyHo 6nokasbl B pesynsrare
cenTanbHOM ankoronbHo abnauumn unm
cenTanbHOM MUOSKTOMUM.
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IIb 268, 318-

322,327

JyxkamepHblin UK,

(BMECTO OHOKAMEPHOr0 YCTPOWCTBA)
MOXET paccmaTpuBaTbCs

NS NauUMEeHTOB C rPaAVEeEHTOM LaBNEHNs
B BTJI)X B nokoe unu makcumasnbHbIM
nposoumpyemsiM >50 MM pT.CT.,
CVHYCOBbIM PUTMOM M CUMMTOMaMmM,
pedpakTepHbIMU K 1EKaPCTBEHHOW
Tepanuu, 1 KTo UMeeT nokasaHus

K umnnanTauum K UKL, ans cHuxeHns
rpagueHTa gasneHuns B BTJIDK

WK ons 06neryeHms nekapcTBEHHOM
Tepanuu B-6nokatopamu u/mnm
BEpanaMumiIom.

<~ b
MpuMeyanme: * — KNACcC PekoMeHaALIMIA,  — YPOBEHb AOKA3ATENLHOCTH,  — CCbin-
K1, NOAAEPXMBAIOLLME YPOBEHb J0KA3ATENbHOCTY.
CokpaueHusi: AB — atproseHTpukynsipHas, UKL, — uMmnnaHTupyemslii kapamo-

BepTep-nedundbpunnatop, OBT/IK — 06CTpyKLMS BLIBOAHOMO TpaKTa IEBOr0 Xeny-
[ouka.

9.2. 00cTpyKuMa cpegHeit 4actu nonoctu JIK
1 anukKasjibHblie aHeBpPU3Mbl

OO0cTpyKumMs cpeaHeil yactu mogoct JIZK pa3su-
BaeTcs npuMmepHo y 10% nauuentos ¢ 'KMII [328,
329]. borbHBIE ¢ OOCTPYKIIMEH cpemHeil YacTH MOJIO0-
ctu JIXK 9acTo o4eHb CMMIITOMATUYHBI 1 BO MHOTHX
HUCCIICIOBAHUAX IEMOHCTPHUPYIOT MMOBHIIIIEHHBIN PUCK
IMpoTpeccUpyiomeil cepaeyHoO HEeIOCTaTOUYHOCTHU
u BCC [328-330]. Oxkono 25% mnaimueHTOB TakKXe
MMEIOT allMKaJIbHYIO aHEeBPH3MY, KOTOpas B HEKOTO-
pBIX HCCIIEIOBAHUSIX acCOLMHpPOBaHa ¢ 0ojee BBICO-
KO# cepmeyHO-COCYIMCTOM cCMepTHOCThIO [129, 328,
329, 331]. bonpHBIC ¢ OOCTPYKIHEH CpemHeil JacTu
monocty JIK mOMXHBI MOAy4aTh BBICOKHME O3Bl
R-6mokaTopoB, BepamaMiyia WIM IHUITHAa3zeMma,
HO OTBET Ha JICUCHUE YacTO HEONMTHMMabHBIN. MMme-
eTCS HeOOIBIION OIBIT, OOBIYHO M3 CAUHUYHBIX IIEHT-
pOB, TIpEAIOJaTaloIInii, YTO OOCTPYKIHS CpemHei
yactu moaoctu JIZK MoxXeT ObITh CHMXKXEHaA NyTEéM
TpaHC-aOPTAJIbHON MHMOSKTOMHUM, TpaHC-allNKajlb-
HBIM JOCTYIIOM WJIM KOMOWHHMPOBAaHHBEIM TpPaHC-aop-
TaTbHBIM ¥ TpaHC-allMKaJIbHBEIM pa3pe3oM, C XOpo-
UM KpaTKOCPOYHBIM 3(pdekToMm [332, 333].

WU3onupoBanHass anukaiabHass aHeBpusMma JI2K
peako TpeOyeT JiedeHus1. Y HeOOJIbIIOro Yyrucia naum-
€HTOB pa3BUBaeTCsI MOHOMOpQHAS XKEIyIoUYKOBas
TaxXWMKapaus, CBSI3aHHAsI C IIPUJICTAIONINM aluKallb-
HBIM (GUOP0O30M, KOTOPHI MOXET ITOMJIEXKATh KapTh-
poBaHmio n abmamuu [331, 334]. Penko B aHeBpu3Me
BBISBIISICTCSI TPOMOO3, KOTOPBII IMOMICKUT JICICHUIO
IJINTCIbHBIM Ha3HaYeHUEM aHTUKOAryJIsTHTOB [335,
336]. Jloka3aTejlbCTBa CBSI3M aHEBPU3M U IOBBIIIEH-
HOT'0 PHCKa BHE3aITHOM CepACUYHOM CMEPTH ITOITYUCHBI
B OTpaHUYCHHOW CepHM HEOOJBIINX MCCICIOBAHMUI
[129]. TIIpodummakTuueckasgs wuMIintantanus WK/
B OTCYTCTBUM IPYTUX KIMHUYICCKUX ITPU3HAKOB, CBU-
IEeTeIbCTBYOIINX O MOoBBIIIeHHOM pucke BCC,
He pekoMeHayeTcs (cMm. Pasgen 9.5).

9.3. JleueHne cMMNTOMOB Y NaLUEHTOB
6e3 NpU3HaKOB 00CTPYKLMM BbIBOOHOIO TPaKTa
JIeBOro Xxenypgodka
9.3.1. CepaeyHas He4OCTAaTO4YHOCTb
9.3.1.1. JlekapcTBeHHas Tepanus

OO0IIMii TOIXOI K JICYCHUIO CEPACIHON HEAOCTATOUHO-
CTU IIOKa3aH Ha PHUCYyHKe 6. Y MallMeHTOB C OIBILIKOMI
¢ HopmanbHOM ®B m otcyrcrBeM mpusHakoB OBTJIK
TIOKOST WUIM TIpW Harpyske, ILEJbI0 JICKapCTBEHHOM Tepa-
MUU SIBIISICTCSI CHIDKCHUE MUACTOJIMYCCKOTO HaBJICHMS
M yay4diieHue HanosHeHus JIZK myTéM CHIKeHUs 4aCTOThI
CepOCYHBIX  COKpallleHW  IIyTéM  Ha3HAYCHUS
3-6;10KaTOPOB, BepamaMIuia WM OUiITHA3eMa (OITH-
MaJTBHO ITOJI KOHTPOJIEM JIUTUTETbHOTO MOHUTOpHHTa DKI')
W aKKypaTHOTO HWCIOJb30BaHUS TETICBBIX TUYPETHKOB.
BoccranoBiieHre CHHYCOBOTO PUTMA I KOHTPOJIb KTy~
IIOYKOBOTO PUTMa HECOOXOIMMBEI Y MAIIMEHTOB, Y KOTOPBIX
HaOJIomaeTcs IMOCTOSTHHAS WITH YacTas MapoKCHU3MallbHas
®IT (cm. Ilpencepmuele Taxmaputmuu, Pasmen 9.4),
HO INTOKCHWH He peKOMCHAYETCSI TTAlleHTaM C COXPaHHOM
®B B CcBI3M ¢ MOTEHIUAIBHBEIM ITOOOYHBIM (P deKTOM
B BUIIE TTOJIOXKUTEIIEHOM MHOTPOITHOM CTUMYJISTHUN [259].

OyeHb HEeMHOTHC MICCIICIOBAHMST aHATTM3UPOBAIN 3(h(PEeKT
MHTUOUTOPOB peHUH-aHTHOTEH3MH-ATBIOCTEPOHOBOI CHC-
tembl (PAAC) y martmentos ¢ [KMII [2]. B otcyrcTBue paH-
JOMM3UPOBAHHBIX WCCIICIOBAHMI BIMSIHAC WHTUOWTOPOB
PAAC Ha 4acTOTy TrOCHMTAIM3AIii, CHMIITOMBI I CMEPT-
HOCTP TIPEITOIOKUTEIbHA, U PEKOMEHIYETCSI JICIUTD OO0ITb-
HBIX cO CHIDKeHHO @B m cuMIITOMamMu cepIeyHoil Hemo-
CTaTOYHOCTH IOUYpeTUKaMH, [3-O1oKaTopaMu, WHTUOWTO-
paMHM aHTMOTEH3WH-TIpeBpalnammero depmenra (AIID),
GJ1oKaTopaMi aHTHOTeH3MHOBOTO perierrropa (BAP) m anTa-
TOHUCTaMU MMHEPATOKOPTUKOUIHBIX perentopoB (AMP),
cormacHo PykoBometBy ESC 10 JIleueHMIO XpOHWYECKOM
cepaeyHoli HemoctarouHocty [337]. PekoMeHmyeTcst pac-
cmarpuBath @B <50% B KadyecTBe mopora st Ha3HAYEeHUs
nHTOUTOpoB PAAC I COXpaHeHMsT pa3Mepa ITOJIOCTH
y nateHToB ¢ 'KMIT 1 BbipaxkeHHOI cepIeyHOoi HeloCTa-
TOYHOCTBIO [337]. OTHOCUTENTEHO MaJleHbKUIT OOBEM TaKKe
0O3HAYaeT, YTO HEKOTOPEIC OOJIBHEBIC HE CMOIYT IIEPEHOCUTH
BBICOKME O3Bl Ba30MMIaTATOPOB W ITUYPETHUKOB. B orcyT-
crBue 3HaumMoirt OBTJIK murokcun (0,125-0,5 Mr/meHs),
W30JIMPOBAaHHO WM B KOMOMHAmmu C [3-0j0KaTtopamiu,
MOXET HCITOJIb30BAThCS TSI KOHTPOIIST CEpIeIHOTO PUTMA
y marenToB ¢ OIT u OB <50%.

PeKomer,au,uu nauueHtTam
C cepaeyHoit HefoCTaTOYHOCTbIO
1 coxpaHHoii ppakumei Beiopoca JIXK (>50%)

YposeHs”  Cobinku’
C 274, 338

Knacc®

lla

PekomeHnpauus

[nsa naumenTos II-IV dyHKUMOHaNBLHOMO Knacca
no NYHA ¢ ®B >50% 1 0TCYTCTBMEM [aHHbIX
3a OBTJIX (Nokost MW MHOYLMPOBAHHYIO),
R-6nokatopbl, Bepanamua uav AUNTUasem
[LOKHBI PACCMATPUBATLCS 1S YIYHLIEHUS
CMMMTOMOB CEPAEYHOIN HELOCTATOYHOCTU.
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Manble f03bl NETNEBLIX U TUA3UAHBIX lla C
[VYPETVKOB JOMKHBI PACCMaTPMBATHLCS

ona nauneHToB ¢ |-V dyHKumoHanbHbIM

knaccom no NYHA ¢ ®B >50% u oTcyTcTBUEM

OBTJTX (nokos unm nHayuMpoBaHHOM),

L5 YNYYLWEHUS CUMMTOMOB CEePLEYHON

He[0CTaTOYHOCTHU.

MpuMeyaHme: * — KIacc pekoMeHaaLMi, _ YPOBEHb A0Ka3aTeNnbHOCTH, © — CChil-
Ku, NOAEPXMBAIOLLME YPOBEHD [10Ka3aTENbHOCTU.

Cokpauwenus: NYHA — New York Heart Association, OBT/IK — o6cTpykums
BbIBOAHOMO TPaKTa JIEBOro Xenyaoyka, ®B — dpakuus Beibpoca.

PekoMeHpauum naumeHTam
C cepAeyHo HeJO0CTaTOYHOCTbIO
M CHUXeHHo ¢pakumeii Bbiopoca JIXK (<50%)

b
PekomeHaaLms Knacc®  VYposeHb  Cobinku®

WHrnbutopsl AN® (nnv BPA, ecnn lla Cc 337
60NbHOI HE NEPEHOCUT UHTMBKUTOPLI ATD)

[OMKHBI PACCMaTPUBATLCA 1S Tepaniu

60bHbIX 663 OBTJIX, ¢ ®BJIK<50%,

B IONOJIHEHME K B-6nokatopam, YTobbl

CHU3WTb PUCK rOCNMTaNM3aLMiA NO NOBOAY

CH v BHe3anHow cmepmd.

[ns Tepanum 6onbHbix 6e3 OBTIIX, lla C 337
¢ PBIIXK<50% LOMmKHBI pacCMaTpUBaTHCS

R-6nokaTopsl, B JOMONHEHWE

K Hrnéutopam AM® (unm BPA, ecam

60/bHOV HE NEPEHOCUT MHIMBMTOPLI ATD),

LS YNYHLWEHWS CUMITOMOB M 4TOObI

CHW3WTb PUCK rocnuTannaaumii no nosoay

CH v BHe3anHow cmepmd.

Manble A03bl NeTNeBbIX lla C 337
W Ta3NAHbIX ANYPETUKOB AOKHbBI

paccMaTpuBaTbCs A1 NaLVEHTOB

¢ 11-IV dyHKLMOHanbHbIM KNaccom

no NYHA ¢ ®BJ1X<50%, ansa ynydwexus

CMMMTOMOB U 4TOObI CHU3UTb PUCK

rocnutannsauuin no NoBoay CHd.

[ins BCex MauyeHToB C NOCTOSHHBIMU lla C 337
cumnromamu (11-IV dyHKLUMOHaNbHBIN Kiace

no NYHA) n ¢ ®BJ1)X<50% — He cMoTps

Ha neveHune nHrrutopamm AN (nnm BPA,

ecnv 60nbHOV He MePEHOCUT MHTNBUTOPLI

AMND) 1 B-6nokatopamn — AOMKHbI

paccMaTpyBaTLCS aHTArOHUCTbI PELIENTOPOB

K MVHepasiokopTrkomaam (APM),

LIS CHVDKEHMS pycKa rocnuTanvaaumii

no nosoay CH v npexaespemeHHon cmepmd.

Hu3kre po3bl AurokcuHa Moryt 11} C 337
paccmaTpuBaThCs 4N1s naumeHToB 6e3

OBTJIX, II-IV dyHKUMOHaNbHBIN kKnacc

no NYHA n ®B <50% v nocTosiHHOM

dopmoii @I, ans KOHTPONs oTBETA

CEPAEYHOro prUTMa.

Mpumeuanue: ° — KNacc pekoMeHaaLMi, b YPOBEHb [10KA3aTeNLHOCTH, © — CCbiN-
Ki1, NOAAEPXMBAIOLLYIE YPOBEHb [OKA3ATENLHOCTY, ‘—s OTCYTCTBME PaHAOMU3NPO-
BaHHbIX nccnenosaquni no FKMI, ahdekT1BHOCTL MO roCNUTANM3aLMsAM, CUMMITOMaM
1 CMEPTHOCTV NPeANonaraeTcs, Ho He AokasaHa.

Cokpauwenus: NYHA — New York Heart Association, Al® — aHroTeH3uH-npe-
BpaLaoLLmin pepmeHt, APM — aHTaroHVCT pPeL,enTopoB K MHEPANOKOPTUKOMAAM,
BPA — Gnokatopbl peuenTtopa K aHrMoteH3uHy, JIXK — neBblin xenyaodek, CH —
cepaeyHas HeocTaTtoyHoCTb, @B — dpakums Buibpoca.

9.3.1.2. CepaeyHast peCMHXPOHM3MPYoLLAas Tepanus

PermonanbHast TeTepOTeHHOCTh COKPAaTHMOCTH
u paccinaonenus JIK gacto BcTpedaeTcs y ITallMeHTOB
¢ 'KMII, u muccunxponus JIZK moxeT ObITH Map-
KEPOM ILIOXOTO IIPOTHO3a. KimHMUYecKue clydyau
¥ OJHO TPYIIIIOBOE MCCIeTOBaHNE ITOKAa3aJiv, 9YTO Cep-
medHasg pecuHxpoHusupytomas Ttepamnust (CRT)
MOXKET YJIyYIIaTh CHMIITOMATHUKY CEpACUYHON HeIo-
CTAaTOYHOCTHY y MAIlMCHTOB C OJIOKAMO#l JIeBOM HOXKU
nyuka Ica (BJIHIIT) (QRS >120 mc) m acconuupo-
BaHA C OOpPaTHBIM peMOIEIMPOBAHUEM JIEBOTO IIpEI-
cepmus u JIZK y manimeHToB ¢ HapyIIeHHO# CHUCTOIM-
yeckoit pyukumeit JIK [339]. B orcyrcTBUM paHmoO-
MHU3UPOBAaHHBIX wucciaegoBanuit, CRT MoxHO
paccMaTpuBaTh IJISI eOMHUYHBIX IAIlMEHTOB C ped-
pakTepHoii cumrnromatukoit, @B JIK <50% u BJIHIIT
(npompoxurenbHocTh QRS >120 mc). s GONbHBIX,
KOTOpPHIE IIPOTPECCUPYIOT OO0 TIXKETON MMCHYHKIUU
(®B <35%), CRT moimxHa Ha3HayaThCsl B COOTBET-
creunu ¢ Pekomenparusamu ESC [249].

PekomeHpauumn
Mo CepAeYHoi peCUHXPOHU3UpYIOLLEel Tepanun

b
Pexomenpauus Knacc” YpoBeHb Cebinku’

CeppaeyHast pECMHXPOHU3MPYIOLLAs Ilb C 339
Tepanusi MOXeT PacCMaTpUBaTLCS NSt

naunenTos ¢ FKMI, makcumanbHbiv FBTJIX

<30 MM pr.cT., I-IV dyHKUMOHaNbHLIM

knaccom no NYHA, ®BJIX <50% v BJIHAT

¢ onutenbHocTbio QRS >120 Mc ans

YAYYLLEHWS CUMMTOMATVIKM.

MpuMeyanme: ° — KNACC PEKOMEHAALINIA, - YPOBEHb [10KA3aTENbHOCTH, ° — CCbiN-
Ku, NOLAEPXMBAIOLLME YPOBEHb A0KA3ATENBHOCTU.

Cokpawenuns: NYHA — New York Heart Association, BJIHMI — 6nokaga neeoi
HOXKM nydka uca, TKMIT — runeptpoduyeckas kapamomuonatus, MBTIDK —
rpafiueHT BbIBOAHOIO TpakTa neBoro xenynouyka, JDK — nesbiii xenynoyek, B —

¢dpakuus BeiGpoca.

9.3.1.3. TpaHcnnaHTauus cepaua

OpToTONMMYECKYIO TPaHCIUIAHTALIMIO CepAlla Clie-
JIlyeT pacCMaTpUBaTh JIJid MAallUEHTOB C BBIPAXEHHBIMUA
CUMIITOMaMH1, pedpakTepHBIMH K JIEKapCTBEHHON
(III-1V dysxkumoHanbHEIM Kitace mo NYHA) u otcyr-
crBueM OBTJIK, y KOTOPBIX BHITIONHSIOTCS CTaHIAPT-
HBIe KpuTepum IpuromHoctu (cMm. PykosomctBo ESC
TI0 OCTPOIt M XPOHUIECKOI CepaeIHON HeTOCTATOYHO-
ctu) [337]. Ha momto 'KMII npuxomutcs 1-5% Bcex
TpaHCTJIAaHTaMil cepana, BeIModHsIeMbix B CIIA,
1 10 7% NalueHTOB B JIMCTaX OXUAAHUs TPaHCILIaHTa-
AU cepAla eBponeiickux 1eHTpoB [340]. ¥ mompoct-
KOB M B3pOCHbIX, TepMuHanabHasg ctagus ['KMII
¢ mmwratanueit JIZK n cucronnmaeckoit aucyHkmmeir —
HamboJIce YacThIil KIMHUYISCKUI BapuaHT, C IIPOTpec-
CHpPOBaHMEM IO HEKOHTPOJIUPYEMOM CepaecuyHOM HEeI0-
CTaTOYHOCTH, HanbOoJIee OBICTPOI Y MOJOOBIX MACH-
ToB [341]. V¥V nmereii Oojiee TUIIMYHA MacCHBHas
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runeprpodusi MuUokKapia ¢ MaJeHbKUMH IIOJOCTSIMU
KEJyI0YKOB U pedpakKTepHOM AUACTONIMYECKOM AUC-
dyukumeir [342]. Okono 5% mauueHTOB, OOpallaio-
LIMXCS 32 TPaHCIUIAHTALIMEN Cepala, UMEIOT XKeJIy104-
KOBble HapylleHus puTMa, pedpakTepHble K JeKap-
CTBEHHOM Tepanmuu, B COYETAHMU C CHMITOMaMU
CeplIeYHOil HeJOCTaTOYHOCTH MM 0e3 Hux [340].
[MocT-TpaHCIIaHTALIMOHHAS BBIXKMBAEMOCTh CXOAHA
C TOM, KOTopas HaOJ0JaeTcs IpU TpaHCIUIAHTALUU
cepAla I10 APYIrMM ITOKA3aHUSIM, U IIPEBLIIIAET TAKO-
BYIO Yy IAal[MEHTOB C MILEMUYECKON 00JIE3HbIO Cepala,
C HU3KOM 4YacTOTO# ocTporo orropxeHus [340, 341,
343, 344].

PekoMeHaauum no TpaHcnaaHTauum cepaua

b
Knacc® YpoBeHb Cobinku®

B 340, 341, 343,
344

Pekomerpaums

OpToTonuyeckas TpaHcnnaHTaums lla
cepaua MoxeT OblTb pacCMOTPeHa

L5 NaLVEHTOB, NOAXOAALLMX

AN TPAHCMNAHTALLMUM, VMEIOLLIUX

DBJIXK <50% v cumnTombl -1V
dyHKumoHanbHOro knacca no NYHA,

He CMOTPS Ha ONTVUMAaJbHYIO
NeKapCTBEHHYIO TEPANMIO UK
HeYyCTPaHUMbIE XeNyA04KOBbIE

apuTMUN.

340, 341, 343,
344

OpToTonunyeckas TpaHCMnaHTaLms
ceppaua MoxeT OblTb pacCMOTPeEHa
AN NaUVEHTOB, NOAXOAAWMX ANS
TPaHCMIaHTaLun, C HOPMabHO
DBJIXK (>50%) TaxenbiMn
cumntomamu I(11-1IV dyHKUMOHaNbHBI
knacc no NYHA), Bbi3BaHHOM
[OMaCcTONNYECKON OUCPHYHKUMEN,
PE3UCTEHTHBIMY K IEKAPCTBEHHOW
Tepanum.

v b
MpumedaHme: ° — KNacc pekOMEHALMIA, ~ — YPOBEHb 10KA3aTeNbHOCTH, © — CObin-
KW, NOLAEPXVBAIOLLME YPOBEHb A0KA3ATENBHOCTY.

Cokpauienus: NYHA — New York Heart Association, CH — cepaeyHast HepocTaTou-
HoCTb, PBJIX — dpakums BbIGpoCca IEBOro Xenynoyka.

9.3.1.4. BcnomorarenbHble IEBOXENYL04YKOBbIE YCTPOKCTBA

Tak Kak Impu pacTyIIeM YKcie MAaIlueHTOB C TEPMHU-
HAJIBHOW CTamuel CepAeyHOU HEZOCTAaTOYHOCTH, Iy
JIOHOPCKUX OPTraHOB OCTAETCSI OrPaHUYEHHBIM, MEXaHU-
yeckasi HIMPKYJSITOpHas MoaaepXkKKa cO BCIIOMOraTesb-
HBIMHM JICBOXEITYIOUYKOBEIMU ycTpoiictBamu (LVAD)
WM OMBEHTPUKYJISIpPHBIE BCIIOMOTaTeIbHbIE YCTPOMCTBA
(BiVAD) HaxomuT Bc€ Oombliiee TpUMEHEHNE KaK Tepe-
XOIHBIN 3Tall K TpaHCIUIAaHTALlMM, OO liejeBas Tepa-
Mus y JIUL, KOTOpble HE MOmjieXaT TpaHCIUIaHTALlWM.
BcnomorarenbHble J1€BOXENYAOYKOBBIE YCTPOMCTBA
penko ucroib3ytoTcs y nauueHtoB ¢ 'KMIT kak nepe-
XOIHBIM 3Tan K TpaHCIUIAHTAllMK, TaK KaK CUMTAeTCs,
yTo MajeHbKMe mnojioctu JIZK u pectpukTuBHas puszmo-
gorusa JIZK mpensgaTcTBYIOT MMILIAHTALlMM YCTPOMCTBA
[345]. OngHako mpeaBapUTeNbHBIE JaHHBIE CBUAECTEb-
CTBY1OT, 4To naunueHTsl ¢ 'KMII u TepmMuHanbHOM cTa-

IUe cepleyHoll HeOOCTaTOYHOCTH MOTYT IOJYYMUTh
nosab3y oT aedeHust LVAD, ogHako nmpoleaypHas cMepT-
HOCTb OblJIa CpaBHMMA C TaKOBOI y MallMEHTOB C IuJa-
TAaLlMOHHOM KapAuOMMONAaTUE U NllleMU4YecKoi 0oJie3-
HbIo cepaa [346]. Heo6xonuMel JanbHERIINE UCCIEN0-
BaHUS B 3TOI 00JIaCTH, HO TMOCTOSIHHBINA aKCUAaJTbHBIN
TOK KpOBH, co3naBaemblii LVAD, MoxXeT ObITh Tepanuei
BbIOOpA A1 TALIMEHTOB, KOTOPbIE HE MOTYT OBITh KaH-
IUAaTaMUA Ha TpaHCIIaHTalMIo cepaina. HeT maHHBIX
0 BOCCTAHOBUTEJIbHOM WJIU LIEJIEBOW TEpAIIUHU Y MALlMEeH-
toB ¢ KMII.

PekomeHpaumMm no umMnaaHTauum
BCnoMoraTtesibHbIX JIeBOXXeJ1yA404KOBbIX yCTpOﬁCTB

Cebinku®
346

Knacc®  Yposets’
Ilb C

PekomeHnpauus

Tepanusi NyTEM MMNAAHTALMMN aKCUaNbHOMO
HEMyNbCUPYIOLLEEro HACOCHOTO YCTPOMCTBA
MOXET BbITb PACCMOTPEHA 11 HEKOTOPbIX
NawuuveHToB C TepMuHanbHoi ctagmein CH,
HE CMOTPS Ha ONTUMAJIbHYIO IEKAPCTBEHHYIO
Tepanuio 1 UMNAAHTUPYEMbIe YCTPOWCTBA,
KOTOpble MOTYT NoAiexarb TpaHCcnnaHTaumum
cepaua ans ynyyweHns CUMnToMaTuku,

1 CHUXXEHUS pyUCKa rocnuTanusawmm

no nosoay CH ot nporpeccupoBanus CH

BO BPEMS OXMAAHUS TPAHCTIaHTaLMWK.

< b
Mpumeyanme: ° — KNACcC PEKOMEHAALNIA,  — YPOBEHb [OKA3ATENLHOCTH,  — CCbiM-
Ku, NOAAEPXMBAIOLLME YPOBEHb 10KA3aTENIbHOCTU.
CokpauieHue: CH — cepaeyHas He0CTaTO4HOCTb.

9.3.2. CteHokappusa

Y manmueHToB ¢ MHIYIMPOBAHHBIMM HArpy3KOil WM
IUTUTSIBHBIMM 3TIM304aMU CTCHOKAPIUTHICCKIX OOJICH,
B orcyrcrBre OBTJIK 1mokos miam mpoBopyeMoid, JIN00
OOCTPYKTHBHOI KOpOHApHOI 00JIe3HU CepAlla, TOJIKHBI
MIPUMEHSTHCS [3-0JIOKATOPHI YUIM aHTATOHUCTHI KaJIbIINSI.
0O6a Kiacca MpemnaparoB YIYYIIAIOT OHACTOIMIECKYIO
(GYHKIIUIO U CHIDKAIOT IIOTPEOHOCTh MIUOKapaa B KMUCIIO-
pole, 1, B CJIydae BepallaMiia, MOTYT YJIydIllaTh CTPecC-
WHOYOAPOBaHHBIC CYyO3HIOKAapAWalIbHBIC HaPYIICHUS
nepdy3um [347-351]. B orcyrerBue OBTJIK, ¢ ocro-
POXKHOCTBIO MOXKET OBITh PACCMOTPEHO OpaIbHOE Ha3Ha-
YeHNEe HUTPATOB.

PekomeHgauum pns nauueHToB
c 6onamu B rpyaHoii Knetke,
BbI3BaHHbIMU PU3NYECKOI Harpy3Kom,
6e3 00CTPYKLUM BLIBOGHOIO TPaKTa IeBOro Xenyao4ka

Knacc®  Yposers”  Cobinku®
C 347-351

PekomeHnpauus

3-6nokaTopbl M @aHTArOHUCTbI KabLUS lla
[LOMXHbI PAaCCMaTpUBATLCS NSt

YNyYLIEHWS CUMMNTOMOB Y NaUNEHTOB

CO CTEHOKapANTUYECKUMM BosIMU

B rpyZiHOM kneTke 1 6e3 AaHHbix 3a OBT/TK

1nm 06CTPYKTUBHOM 6ONE3HN KOPOHAPHbIX

COCYyA0B, C LeNbio ynyylleHns CUMNTOMOB.
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HuTpaTbl 0panbHO MOryT paccMaTpuBaTbCst lib C
C Lie/bl0 YNYYLLEHWS! CAMMTOMOB Y NaLWeHTOB

CO CTEHOKapAUTNYECKMM BonsiMu

B rpyaHoi kneTke 1 6e3 aaHHbIx 3a OBTJIK

WM 06CTPYKTUBHOM 60N1E3HN KOPOHAPHBIX

COCY/A0B.

v b
MpumeyaHme: ° — K1acc PeKOMEHAALNIA, ~ — YPOBEHb [10KA3aTeNbHOCTH, © — CObin-
KW, NOALEPXUBAIOLLME YPOBEHb [OKA3ATENBHOCTY.
CokpaueHue: OBT/IK — 06CTpyKLMS BLIBOAHOMO TPaKTa 1eBOro Xenynoyka.

9.4. MNpepncepaHble TAXMAPUTMUN

OuobpmwuIAIUsa MpeAcepaInii — 3TO camasl dJacTas
aputmusg y nauueHToB ¢ 'KMII. Ilpeapacnonaraio-
mue ¢aKToOphl BKIIOYAIOT YBEIWICHHOE HaBJICHUE
W pa3Mep JIEBOTO MPEACEPONsI, YTO SBJISICTCS IIPUIL-
Ho#l mmactonmdeckour amchynkomm, OBTJIK
W MUTpPAIbHOI peryprutrauuu. B HemaBHeM cumcrema-
THYECKOM 0030pe YacToTa M eXKeromHasi 3a0oJieBac-
MocTh DII coctaBunu 22,5% u 3,1%, COOTBETCTBEHHO;
YacToTa M eXeromHas 3a00JieBaeMOCTb TPOMOO3MOO-
el (MHCYNIBT U TepudeprndecKrue SMO0INN) Y IMallu-
enToB ¢ PII cocraBuna 27,1% 3,8% [72]. Knunuue-
CKHE OCOOCHHOCTH, Hambojiee TECHO CBSI3aHHEBIC
C MapoKCU3MaJIbHOM WM IOCTOSHHOUN (opmoit DI
BKJTIOYAJIM BO3PACT M YBEJIWUCHUE JICBOTO MPEACCPIUS
[72]. Jdpyrume BO3MOXHBIC NPEIMUKTOPHI BKIIOYAIOT
OBTJIK, mpomoXuTeapHOCTh P-BomHBI >140 MC
Ha OKI ¢ yBelIMYeHHBIM CHUTHAJIOM, ITapOKCHU3Majlb-
ayto HXT, usmenenust cermenta ST-T Ha DKI mokos,
XKeIyIOUYKOBYIO 3KcTpacucrtommo, IIYCI wma MPT
cepIoma M aHOMAJbHEIM pe3epB KOPOHAPHOTO KPOBO-
ToKa [72]. BeIgBIEHHBIE TPEIUKTOPHI TPOMOOIMOOIUIA
BKJTIOUAJIM MTAaPOKCU3MAIbHYIO MIIN XpoHnYecKyto PII,
Tskényio cummntomatuky (111 u IV dyHKuImoHaTEHBIN
kiacc mo NYHA), crapmuii Bo3pacT, yBeJMUEeHUE
WHOEKCAa 00BEMA JICBOTO IIPEACEPOUsI, MYXCKOM ITOJ
W TOCIIUTAIN3AIAH T10 TTOBOAY CepACUYHOM HEAOCTaTOU-
HOCTHY B aHaMHe3e [72].

Tax xak paszmep neeoeo npedcepousi — YCMOUHUBDLL
npeduxmop DPII u uncyaoma y nayuenmos ¢ TKMII, 6010-
Hble C CUHYCOBbIM PUMMOM U OUAMEmPOM 1€8020 npedcepoust
>45 mm OoaxcHvl 6vinoaHAmMb 48-uacoeoe xoameposckoe
monumopuposarue IKI kaxcovie 6-12 mecaues 0 6vi16-
nenus OII

MeHnblle TaHHBIX UMEETCS TI0 9aCTOTE U XapaKTepH-
CTHKAM TpeIeTaH!sI TIPeaceparuii M IPYTHX IIPeICcepaHBIX
apUTMUSIX HO, B IICJIOM, TPEeIIeTaHNE IIPEICEPIHIT JOJIKHO
MIPaBUJILHO KOHTPOJIMPOBATHCS, a PUCK TPOMOOIMOOIIIA
cunTaeTcs TaKuM Xe, Kak 1 ipu PI1.

9.4.1. HeotnoxHas Tepanus

Bnepsrie pazBuBmascsa @I1 gvacTo compoBoxXIaeTCs
CUMIITOMaMM CepAeIHON HEAOCTATOUHOCTH, U TOJIKHA
OBICTPO KYIHMPOBATHCSI B COOTBETCTBUM C PYKOBOI-
crBamu ESC [261, 262]. HemenneHHas ripsiMast dJIeK-
tpuueckas (I1D) xkapauoBepcHss pPeKOMEHIYETCS

y TeMOAMHAMUYECKN HECTaOMIbHBIX MALIMEHTOB [261,
262]. Ecnu y maiueHTOB HaGII00AI0TCS TSKEIble CUM-
NTOMBI CTCHOKApOWM WJIN CEePACYHOM HEeIOCTAaTOYHO-
CTH, pEeKOMEHAYyeTCI BHYTPUBEHHOE BBEICHHE
3-0J10KaTOPOB WJIM aMHOJapOHa.

Y reMoIMHaAMWYECKM CTAOMJIbHBIX MallMEeHTOB
PEKOMEHIYETCS OpaJIbHBIN IIPUEM 3-0I0KaTOPOB MIIA
He-IUTHAPONUPUINHOBBEIX AHTAarOHUCTOB KaJbIlMe-
BBIX KaHAJIOB JIJIST 3aMeIJICHUS KeJTyTOIKOBOT'O OTBETA
Ha OII [261, 262]. Eciu umeeTcs npeaBo30yxaeHue,
He-IUTUAPOTNPUINHOBEIC aHTATOHUCTHI KaJbIIMEBBIX
KaHaJo0B M aJeHO3WH IPOTUBOIOKa3aHbl [261, 262].
Y manuentoB ¢ OBTJIK u HopmansHOU ®B crenyer
n30eratb IUTOKCMHA AHAJIOTUYHO, CIeAyeT M30eraTh
aHTHAapUTMHUYccKuUX IpenapatoB [C Kiacca, Takmx,
Kak (JIeKanHUI U TIporrapeHOH, TaK KaK OHM MOTYT
ymmHSTh nHTepBadbl QRS m QT, m ygamaTh kery-
IOYKOBBI PUTM BCJIEICTBME KOHBEPCUM B TpeleTa-
HHC TIpeACepAril U XKeIyOIOUYKOBOTO mpoBemeHUs 1:1
[261, 262].

Korma mocTuraercsa KOHTPOJIb pUTMa, U30MPATEIIh-
Hag [ID kapauoBepcHs OOJKHA pPacCMaTpUBATBCS
He paHee, 4eM uepe3 3 Hemeln 3POEKTUBHOM [MeXIy-
HapomgHOe HopMajam3oBaHHOe otHoimeHue (MHO)
mexnay 2,0 m 3,0] aHTHMKOAryJasuW aHTarOHUCTaMU
putamuHa K (ABK). Ecim I1D xapamnoBepcus IjIaHK-
pyeTcs paHee, TO €€ HeOOXOIMMO BHITIOJHSITH Ha OCHOBE
TII-Dx0KI' B coorBercTBuM ¢ PykoBomcrBamm ESC
[261, 262].

9.4.2. Mpodunaktuka Tpomo603MG0ONUN

PyxosonctBo ESC mo mpodmirakTuke WHCYIBTOB
y 6onmbHbIX ¢ DIl pekoMeHmyeT MOAXOm, OCHOBAHHBIN
Ha OlleHKe (PaKTOB pucKa, MPU KOTOPOM PUCK TS TIalln-
eHToB ¢ HekananHoi PI1 paccunTeiBaeTcs 10 OATHHOM
cucreme, n3secTHo¥ Kak mkana CHA DS -VASc (3acroit-
Hasl ceplevyHasl HeOCTaTOYHOCTh, TUTIEPTEH3MUsI, BO3PACT
>75 (cmopHO), auabeT, MHCYJIBT (CIIOPHO), KJalaHHas
00J1e3Hb, BO3pacT 65-74 jet, u xeHckuit o) [261, 262].

Ilockonvky 6oavubie TKMII 6 uenom 6Goaee monoovie,
uem 60bHble OpYyeUx epynn pucka, U He 8KAHHAAUCH 8 KAU-
Huueckue uccaedoganusi no npoguarakmuke mpomoo308,
ucnoavzosanue wikarst CHA,DS -VASc dan ouenku pucka
UHCYNbMA He PeKOMeHOYemcsl.

Yuumeieas evicokyro yacmomy uHCyabmo8 y NAyUeHmos
¢ I'KMII u napokcusmanvholl, nepcucmupyroujeil uau
nocmosinuoil @II, pexomendyemces ecem navuenmam ¢ DIT
noayuams aevenue ABK. B ueaom, pekomendyemces noxcus-
HeHHAas. mepanus OpPaAbHbIMU AHMUKOAYASIHMAMU, 0ace
ecau CUHYCOBbLI UMM 80CCHAHOBAEH.

JBa HaOIIOMATEIbHBIX WMCCIETOBAHUS BBISIBUIN
CHUXXEHUE pUCKAa WHCYIbTa ¥ OOJBHBIX, MOJYyYaBIIUX
BapdapuH, Mo CPAaBHEHUIO C TEMU, KTO TOJTydas aHTHU-
arperaHThl WX He TTojrydan Tepanuu [223, 352]. Takum
obpa3oM, KoMOnHaus acmupuHa 75-100 MT 1 KJIoTIM-
Iorpenst 75 Mr eXeQHEBHO JOJKHa ObITb Ha3zHayeHa
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TOJIBKO TEM ITallieHTaM, KTO He MOXET MJIHM HE XOUueT
MIPUHUMATH opainbHble aHTUKOoAryassHTBI (OAK). IMpu
Ha3HAYCHUM aHTUTPOMOOTHUUECKOM Tepaliui PeKOMEH-
IIyeTCs OIleHKAa pHCKa KpOBOTECUCHMH (IIpH IpHUEME KaK
ABK, Tak u acmuprHa B KOMOMHAILUK C KJIOOUAOTPE-
nem). M xorst mkama HAS-BLED (rumepreHs3us, Hapy-
meHns GYHKINY IT0YeK,/TIeYeHI, MHCYJIBT, KPOBOTEUEC-
HUS B aHAMHE3€ WIU MPEIPACIIONOXEHHOCTb, JIAOUIb-
Hoe MHO, noxuioii Bo3pact (>6571eT), CONyTCTBYIOLIEE
yIIoTpeOieHrne HapKOTUKOB/AJIKOTOJIsA) He Oblia Bajly-
nupoBaHa Ha mauueHTax ¢ TKMII, ona mpencraBis-
eTCSI pa3yMHBIM CPEACTBOM IIJISI OIIEHKHW PHCKAa KPOBO-
teuenuii [353]. Bamner mo HAS-BLED >3 yka3sbiBatot
Ha BEICOKWU PUCK 1 JOJKHBI OBITH IIPEITPUHSITH MEPBI
MIPEIOCTOPOXHOCTH, C PETyJISIPHBIM KINHUYCCKAM
KOHTposieM [261, 262].

HeTt maHHBIX O MCIIOIB30BAaHUIO HOBBIX OPaJIbHBIX
aaTukoaryiassHtoB (HOAK) y mammenTtoB ¢ I'KMII,
HO OHHM pEeKOMEHAYIOTCS, Korma IomoOpaHHas mo3a
ABK (MHO 2,0-3,0) He MOXET MCIIOJIb30BAThCSA IS
MMOIAepKaHUS TepalleBTHICCKOTO YPOBHS, uau KOTAa
y OOJBHBIX pa3BUBAIOTCI ITOOOYHBIC 3(D(PEKTH MpHU
npuéme ABK, n1ubo korga HeBO3MOXEH peryJsipHbII
MoHutopuHT MHO. B 3101 cutyanimm peKoMeHIyIoTCs
MpsiMble MHTMOUTOpPBI TpoMOWHa (maburarpaH) WIU
OpanbpHBIN MHTHONTOP (hakTopa Xa (HarpuMep, puBa-
pokcabaH, anukcabaH) [261,262].

9.4.3. KOHTPONb 4acTOTbl COKpPaLLEHUIA XXeNyA04KOB
KoHTponb 4YacTOTH COKpaIlleHWH XKeTyTOIKOB
C WCIIOJIB30BaHUEM [3-OJIOKATOPOB M HE-THAPOIHMPHU-
IWHOBBIX aHTAaTOHUCTOB KaJIbIIMEBEIX KaHAJIOB — KakK
MOHOTEpAaIis WA B KOMOMHAIIMA — PEKOMEHIYETCS
y MallMeHTOB C MapOKCHU3MAaJbHOM, MepCUCTUPYIOMICH
n rtoctostHHOU popmamu PIT [261, 262]. Bei6op Tepa-
ITUY TOJDKEeH OBITh MHANBUIYAIBLHBIM, C YIETOM BO3pa-
cTa, 00pa3a XXM3HU U CUMIITOMOB CEpAEYHOM HEAOCTA-
TOYHOCTH, W JO3BI MOAOMPAIOTCS TaK, YTOOBI M30eKaTh
CUMIITOMATHICCKOM OpaIuKapauy U TOCTUYh YACTOTHI
CepIeYHBIX COKpaleHni B mokoe <100 ya/MuH. Anex-
BaTHOCTH KOHTPOJISI pUTMA IOJIKHA OBITh OIlCHEHA P
dusmueckoit Harpy3ke. Ecim ameKBaTHBINI KOHTPOJb
pUTMa He JOCTUTAETCSI, MOTYT pacCMaTpHUBaThCs abiia-
uust AB-y3ma M TOCTOSIHHAST KapaMOCTUMYJISIIIHS.
B oTcyTCTBUMM HaHHBIX O JOJATOBPEeMEHHBIX 3 deKrTax
ctumyngauuu I12K Ha ¢dynkuuio JIZK nmpu 'KMII,
BBIOOp peXrMa CTUMYJISLUKM nociae abmauuu AB-y3na
y MAIIAEHTOB C MEePCUCTUPYIOMICH MM ITIepMaHCHTHOM
®DIT momxHEI cornacoBeiBaThes ¢ PykoBoactBamu ESC,
3a uckiaoueHneM Toro, 9To CRT-P (CRT ¢ BogurenreM
pHUTMa) MOXET pacCMaTpUBAThCS Y MAIIMEHTOB ¢ HApY-
meHueM cuctoandeckoin ¢ynkuuu JI2K (EF <50%)
[261, 262]. B orcyrcrBue OBTJLXK, muroxcun (0,125-
0,5 Mr/cyT), B KauyeCcTBE MOHOTEPAIUM YJIA B KOMOHU-
Hamuu ¢ [3-010KaTopaMu, MOXKET MCIIOJIb30BaThCS IS
KOHTPOJIS OTBETa CEPACYHOTO PUTMa Y 60IbHEIX ¢ PII

u ®B <50%, x0T HAaHHBIX MO UX 3(PPEeKTUBHOCTHU
B 3TOM KOHTEKCTE HEIOCTATOYHO.

9.4.4. KoHTponb putma

Het paHmoMu3npoBaHHBIX KOHTPOJIMPYEMBIX HCCIIC-
IOBaHUM, KOTOPBIC OBLIN OBl MOCBAIICHEI 3()(hEeKTUBHO-
CTH aHTHAPUTMUYCCKUX IIPEIIapaToOB WM PaIrodacTOT-
HO# abmamum Ha JoarocpoyHoe mpemoTBparieHue OI1
y maumeHToB ¢ 'KMII. B ogHoM HaGmomaTeIbHOM
HCCIIeIOBAaHUH OBLIO ITOKA3aHO, YTO TePaITisl aMHOIapO-
HOM OFBlJIa aCCOIIMMPOBaHA C TTOIACPKAHIEM CHHYCOBOTO
puUTMa, YMEHBIICHHEM W3MEHCHWI B JIEKapCTBEHHOM
Teparmny, 3MOOIMIECKUX 3IMM3000B U Hea(POEKTUBHBIX
I15 xapouoBepcwii [354]. dpyrue padOTHI ITOKa3alIM, 9YTO
y IMaIleHTOB, MOJIYYaBIINX pa3Hble KOMOMHAIIMN aMUO-
mapoHa, [3-0710KaTOpOB MM OJIOKATOPOB KAaJbIIMEBBIX
KaHajoB [223, 355], He OBIJIO 3HAYMMBIX Pa3IMIUil B IIPO-
MOJDKUTEITBHOCTH CHHYCOBOTO PUTMAa U BBDKMBAEMOCTH
nocie meporo snu3oma PII. OgHO KpaTKOCpOYHOE,
IBOMHOE CJeIoe moIllepedyHoe ucciaemoBaHme (n=30)
MIPOAEMOHCTPUPOBAJIO TIOMABICHNE HAIKEIYIOUYKOBOM
apUTMUN coTayjiojoM [266]. JuzomnmpaMum MCHOJIb30-
Basicst st tedeHuss OBTJIK [267], ogHako ero sddexr
Ha cympeccuto ®PI1 mpum 'KMII nHemsBecten. Takxke
OTCYTCTBYIOT CUCTEMaTHUECKIE TaHHBIC 110 MCITOIb30Ba-
HUIO npoHeaapoHa y mauueHToB ¢ 'KMII Ho, B cBeTe
HeOaBHMX WCCACOOBAaHWI, TOKA3aBIINX YBEIWUYCHUE
CepPIEeYHO-COCYIUCTEIX COOBITUI BKIIOYAsT CMEPTHOCTH
OT CepPICYHO-COCYIMCTHIX IPWYMH, OH HE PEKOMEHIY-
ercsa ipu T'KMIT [261, 365].

JaHHbIX 110 3¢ (HEKTUBHOCTU KaTEeTEPHOU abiauuu
®IT1 nmpn 'KMII nHemuoro [357-361], HO 3Ta mpoie-
Iypa MOXET pacCMaTpWBAaThCs IJIS IMAIIUEHTOB 0e3
BBIPasKCHHOTO YBEIMUCHMS JICBOTO IIPEACEePIMS, C CUM-
NTOMaMM, PE3UCTCHTHBIMH K JICKAPCTBEHHOM Tepa-
UM, WIX KTO He MOXET MPUHUMATh aHTHAPUTMHUIE-
cKue Tpenapathl [357].

CpenHe-CcpoyHOE MOomIepKaHNe CHHYCOBOTO pUTMa
JOCTUTAeTCs He MeHee, 4yeM y 67% mnauueHToB [357-
361]; HeBOo3MoXHOCTh momaBieHus PII accoummpo-
BaHa C pa3MepoM JIEBOIO IIPEICCPAUS M CTAPIIUM BO3-
pactom [357, 358].

PekomeHgauuun
npu Gubpunngauumu/mMmepLaHum npeacepauin

Cebinku®
223, 352

Knacc®  YposeHs’
| B

PekomeHnpauus

Ecnu HET NpoTVBONOKa3aHwii, OpasnbHbe
aHTMKoarynsHTsl ¢ VKA

(TapretHoe MHO 2.0-3.0) pekomeHnzyeTcs
naumueHTaMm, y KOTopbIx pa3Buiach
nepcuUCTVpYIoLLast, NOCTOSIHHAs

1nn napokcuamansHas popma @I,

NS NPOdUNAKTVKM TPOMBO3IMBOMK.

AHTUTPOMBOTUYECKAs Tepanus Cc 261, 262
PEKOMEHLYETCS NauMeHTam ¢ MePLaHNEM

npeacepamii, Takxe kak 1 ¢ .
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OueHka p1cka KpoBOTEYEHWMI NPY NOMOLLM lla 353
wkanbl HAS-BLED pomxHa npoBoantcs

npy Ha3HAYeHWN aHTUTPOMBOTNHECKOA
Tepanum (¢ VKA nnn aHTMTpomboumTapHbIMy
npenaparamu).

BoccTanoBneHme CMHYCOBOro putma lla 261, 262
nytém N3 nnn dapmakonormyeckomn

KapAMOBEPCUU C BHYTPUBEHHBIM

BBEAEHMEM amMMoAapoHa cneayet

paccmaTpuBaTh y NaLMEHTOB C HEAABHO

BO3HUKLWen OIM.

AmMNOZapOH cneayeT paccmatpuath Ans lla 354
KOHTPOAS pUTMa UAn ANS NOALEPXKaHNS
CWHYCOBOro putma nocne Mad

KapavoBepcum.
3-6nokaTopsl, Bepanamiui uav unTuasem
PEKOMEHLYIOTCS 1S KOHTPONSA
XeJyL04KOBOM YaCcTOThl Y MALMEHTOB

C NOCTOSIHHOM Mnn nepcucTupyioLlein Erl.

261, 262

KaTtetepHas abnaums ovara pubpunnaumm lla 357-361
npeacepauii AomkHa HbITb paccMoTpeHa

L5 NauyeHToB 63 BbIPaXEHHOr0

YBEIMYEHNS NIEBOrO NPeacepans,

Y CUMMTOMATVKOW, PE3UCTEHTHOW

K IeKaPCTBEHHOW Tepanumn unm

NpW HEBO3MOXHOCTU NPUHUMATb

aHTUapnTMmn4eckmne npenaparbl.

Abnaums AB-yana ins KOHTPONs lib C 261, 262
4acTOThbl CepAEeYHbIX COKpPaLLEHM

MOXET paccMaTpmBaTbCsi, ECIN

Xeny04KOoBasi HacToTa He KOHTPONMpYeTCs

NeKapCTBEHHbIMM NpenapaTtamu, 1 ecnn

@I He MOXET ObITb NPenoTBpaLLeHa

AHTMAPUTMMYECKOV Tepanuen, nnm

accoLMMpoBaHa ¢ HenepeHoCUMbIMU

No6OYHLIMM AENCTBUSIMU.

Mocne abnauuv AB-y3na y nauneHToB (0] 261, 262
¢ ®BJ1IX >50%, umnnaHTauus
nByxkamepHoro (DDD)
KapanoctTumynstTopa ¢ GyHkumen
nepekoyeHns pexmnma pekoMeHayeTcs
NPpU HAIMYMU NapOKCU3MaNbHOW

@I, n opHokamepHoro (VVIR)
KapanoCTUMYNSTOpa NPy HanuyMm
NepPCUCTUPYIOLLEN NN NOCTOSIHHON
dopmbl.

Y naupeHTom ¢ nio6oin popmoii I n GBIDK
<50%, nmnnantauus CRT BoamTens putma
MOXET paccMaTpmBaTbCsi nocne abnauum
AB-yana.

IIb 261, 262

48-4yacoBast aMbyNnaTOPHbIA MOHUTOPUHI lla 72
OKT kaxaple 6-12 MecaueB o8 BbiSBNEHUS

@I cnenyeT paccmaTpmeaTh A5 NALUEHTOB

C CVHYCOBbIM PUTMOM 1 auameTpom J

ot 45 Mm.

Mpoueanypa abnawuym MoxeT Ilb 362
paccmMaTpuBaTbCs BO BPEMS CENTasbHO
MUWO3KTOMUM Y naumeHToB ¢ FTKMIM

1 cumMnToMHow OI1.

AHTUTPOMBOTUYECKAs Tepanusi aCMMPUHOM lla 363
B A03npoBke 75-100 Mr noc Knonuaorpens

75 Mr B AeHb (Npy HA3KOM pucke

KPOBOTEYEHWIA) CNEAyeT PacCMOTPETb, ECN

NaLMEHT 0TKa3blBaeTCs NPUHUMATH Niobble

OAK (VKA nn HOAK).

Ecnu naumeHT ¢ Ol He MOXET NpUH1MaThb | B 364, 365
nono6paHHyio aoay VKA (MHO 2-3) —

B CWNy HEBO3MOXHOCTYW NOAAEPXMBATL
TepaneBTUYECKMNIA YPOBEHb aHTUKOArynsiLmm,
no6oyYHbIX aencTeuii VKA, nnm

HEBO3MOXHOCTU MOHMTOPMHra MHO —
PEKOMEHLYIOTCS NPsIMble UHTMBUTOPLI
TpoMBUHa (gaburatpaH) uav opasbHblii
MHrMéuTOp dakTopa Xa (Hanpumep,
pviBapokcabaH, anvkcabaH).

Bo Bcex cnyyasx @I, kpome 06paTnMbIx | Cc 261, 262
NPUYKH, peKoMeHayeTcs noxmaHeHHas OAK

Tepanusa ¢ VKA (MHO 2.0-3.0), naxe ecnm

CUHYCOBbI PUTM GblNl BOCCTAHOBIEH.

Mpumeyanme: * — KNacc pekoMeHaaLIMiA, b YPOBEHb 10KA3aTENLHOCTH, * — CCbifl-
Ki, NOAAEPXMBAIOLLME YPOBEHD A0KA3ATENBHOCTU.

Cokpaluenus: CRT — cepaeyHas pecuHxpoHuaupyolas tepanus, HAS-BLED —
(runepTeH3ns, HapyLeHye GYHKLWM NOYeK/NeyerHn, MHCYNLT, Hannune KpoBoTeye-
HUIN B @aHaMHe3e Ui NpeapacnonoXeHHocTu, nabunsHoe MHO, 3penblil Bo3pacT
(>65 ner), ynotpebneHne ankoronsi/HapkoTnkos), VKA — aHTaroHUCTbI BUTaMMHA
K, AB — atpuoseHTpukynsipHblin, TKMI — runeptpoduyeckas kapauomvonaTtus,
NN — nesoe npeacepave, MHO — mexayHapoaHOe HOpMannM30BaHHOE OTHOLLe-
Hue, HOAK — HoBble opanbHble aHTkoarynsiHTbl, OAK — opanbHble aHTUKoarynsiH-
Tbl, 3 — npsimas anekTpuyeckas, PBIIXK — dpakums BeIGpoca NEBOro xenynoy-
Ka, PN — dubpunnaums npeacepamin, IKI — anekTpokapanorpamma.

9.5. BHe3anHasa cepaevHas cMepTb

B 0OMBIIMHCTBE COBPEeMEHHBIX CEpUil MCCIeIOBaHUMA
Ha B3pocabix 00abHBIX ¢ [KMII coob11ator o exxeromHoi
CMEPTHOCTH OT CEPAEYHO-COCYAUCTBbIX mpuuuH 1-2%,
cpenu kKotopeix BCC, cepmeuyHass HeIOCTaTOYHOCTH
W TPOMOO3MOOJIMHN SIBIISIIOTCS OCHOBHBIMU TPUIMHAMU
cMepTH [366]. HaubGoJee yacto perucrpupyemblie parajib-
HbIE ApPUTMHYCCKHE COOBITHS 5TO CIIOHTaHHAs
dubpmsimsa xemymoukoB (P2K), HO TakKe OINMMCAHBI
acucroius, AB-6iiokana 1 6ecrynbcHas dJieKTpruiecKast
aKTUBHOCTb [239, 367-371].

9.5.1. KnuHuyeckas oueHka pucka

Ouenka pucka BCC gBnstieTcsl MHTETpaIbHOM YacThIO
KIIMHUYIECKOTO BelmeHMsT OoabHOro. boibpimoe Kommde-
CTBO CBHUACTEIIBCTB TOBOPAT O TOM, YTO Y ITOAPOCTKOB
¥ B3POCTBIX OIICHKA PHCKa JOJIKHA BKIIIOYATh COOp JTMU-
HOTO M CeMeiTHOro aHaMHe3a, 48-4acoBOil amMOyIaTop-
aerit MoauTopuHT DKI, TT-Ox0KI (mmm MPT cepmiia
B cJIydae HEIOCTATOYHOTO 9X0KapaAuorpamIecKoro u3o-
OpaxXeHHMs]) M CHMIITOM-OTpaHUYEHHOE HArpy3049HOE
TecTupoBaHue. KmnAMYecKre Mpu3HaKu, KOTOPBIE acCo-
LUHAPOBAaHKI ¢ MOBBIIEHHBIM pruckoM BCC, u KoTopsie
WCIIOJIB30BAIMCh B TIPEOBIAYIINX PYKOBOICTBAX JUIS
OIICHKM PHCKa, IIOKa3aHbI B TA0OIMIIE 7.

9.5.2. Mogenu ang oueHKn pucka BHe3arHou cepae4Hom
cMmepTH

HccaemoBanus Opyrux CepaeYHO-COCYIMCTHIX 3a00-
JIeBaHWI TToKa3anu, 9ro mMiniantanus MK mrs mep-
BUYHOM M BTOPMYHOI MPOMIIAKTUKI MOXKET CHIZKATH
cMmepTHOCTEL [382, 383]; omHAaKO MOPOroBoe 3HAYeHHE
pHCKa, KOTOpOe OOOCHOBHIBACT MMIUIAHTALIMIO YCTPOM-
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dakTop pricka
Bospact

HeycToiunsas
Xenyno4KoBasi Taxukapams

MakcumanbHas TonwmHa
CTEHKM NIeBOro Xxesyaoyka

CewmeliHble cnyyqamn
BHE3anHON Cepae4HO
CMepTy B MOJIOAOM
BO3pacTe

CuHkone

JnameTp nesoro
npeacepas

OBCTPYKLYS BLIBOGHOIO
TpakTa NeBoro Xenyaouka

Peakuus aptepvanbHoro
[OaBNEHUs Ha Harpy3ky

Tabnuua 7
OCHOBHbIE KIIMHUYECKME NPU3HAKN, aCCOLUUPOBAHHbIE
C NMOBbILLEHHbIM PUCKOM BHE3arHoW CepAEeYHO CMEPTH Y B3POCIIbIX

KommeHTapwii

+ BnnsiHne Bo3pacTa Ha BCC 6bino n3y4yeHo BO MHOMMX UccnepoBaHusx [73, 82, 99, 208, 244, 372-374] v B AByX 13 HKX Bblna nokasaHa
3HauMMas accoumaLms ¢ MONoAbIM BO3PACTOM.

+ HekoTopble dakTopbl pricka 0Ka3biBaloTCS y MONOAbIX NaLUneHToB 6onee 3HauMbiMmn, ocobeHHo HYXT [69], BbipaxeHHas MK [375],
1 HeOObACHMMblE 0OMOpPOKK [99].

HYXT (onpenensiemas kak >3 nocnenoBaTenbHbIX COKpaLLeHuii ¢ yactotoi 2120 ya/MuH anutenbHoCTbio <30 cekyHa) pa3suBaeTcs
y 20-30% naumneHToB Bo Bpems ambynatopHoro MoHuTopuHra OKI v aBnsietcs HeaaBucKMbIM dakTopom pucka BCC [69, 73, 83, 246,
248, 374].

HeT 4aHHbIX 0 TOM, YTO PUTM, NPOLONXUTENBHOCTL UK YacToTa HYXXT BamsioT Ha puck BCC [69, 375].

+ BblpaxeHHOCTb 1 pacnpocTpaHeéHHocTb MK, namepeHHas TT-3xoKr, accoummpoBara ¢ puckom BCC [69, 120, 121, 373].

+ B HECKOMNBKMX UCCNeaoBaHmsX Obi NokasaH HavBbICLMiA puck BCC y naumeHTOB ¢ MakCUMabHOW TOMLLMHOW CTEHKM >30 MM,
HO MO AaHHbIM C 3KCTPEMasbHO runepTpodueit (>35 MM) MMeeTcsi 04eHb Mano aaHHbix [69, 73, 120, 247, 248, 373, 377, 378].

+ XoTs onpeaenexns omnyatotes [73, 120, 372, 377], cemeiiHble cnyyav BCC 06bI4HO paccMaTpUBaOTCS Kak KIMHUYECKM 3HaYMMble,
€Ccnv 0avH unu 60nbLUe POACTBEHHVKOB NEPBOIA CTEMEHM POACTBA YMEPAW BHE3anHO B Bo3pacTe <40 ner, ¢ anarHosom FKMI nnan 6e3
Hero; nnu koraa BCC pa3sunack y poacTBeHHMKA NEPBOI CTENEHU POACTBA N10GOro BO3pacTa C YCTaHOBNEHHbIM anarHo3om FKMIT.

+ CuHKoMe YacTo BCTpeyatoTes y nauneHTos ¢ FKMI, Ho ux NprynHbI MOTyT BbITb MHOrO06Pa3HbI [379].

+ He-HelipokapavoreHHble CUHKOME, A1 KOTOPbIX He MoNly4eHo 06bsICHEHUS nocne obcnefoBaHus, sBnsioTca daktopom pucka BCC
[73, 89, 99, 244, 246-248].

+ 9nusoabl B TeueHne 6 MecsLeB 0T 06CnefL0BaHUS MOTYT UMETb HanbObLLYIO NPeLicka3aTesbHYI0 LLeHHOCTb B 0THOLLeHUn BCC [99].

+ [1Ba nccnefoBaHus nokasany NONOXUTENbHYIO accoumaumio mexay padmepom JIM n BCC [73, 99]. HeT maHHbIX Mo accoumaumm Mexay
BCC v nnowaabto v 06bémom JIM. N3amepenne paamepa JIM Takke BaxHO B oLieHke pucka ®r1 (cm. Pasgen 9.4).

+ Bonbluoe Yncno nceneaoBaHuii nokasany 3HaunmMyto accoumnaumio mexay OBT/IX n BCC [73, 82, 83, 246, 372, 380]. OcraioTcs
HECKOJIbKO OTKPBITHIX BOMPOCOB, BK/IOYAst MPOrHOCTUYECKYI0 3HAYMMOCTb NpoBoLmpyemoit OBT/TX u BiusiHve neyeHust
(nekapcTBEHHOrO MM MHBa3nBHOro) Ha BCC.

+ MpnbananTensHo y TpeTy B3pocbix naumeHToB ¢ FKMI oTMeyaeTcs aHoMasbHbIii OTBET CUCTONMYECKOrO AABNEHNS Ha Harpy3ky,
XapaKTepu3yoLLMICst NPOrpeccupyIoLLE FTMMNOTEH3NER UM HECTIOCOBHOCTLIO K MOALEMY AaBAEHMS, PA3BMBAIOLLECS B pesysbTaTe

HeafleKBaTHOro NafeHns COCYANCTOro CONPOTUBAEHUS N HU3KUM PE3ePBOM CEPAEYHOro Beibpoca [241, 381].

+ CyLLecTBYIOT pas3nuyHble ONPeaeNeHrsi aHoMasibHOro OTBETa CUCTONMYECKOr0 AABNEHUS HA Harpy3Ky y nauyeHToB ¢ FTKMIM [69,
83, 246, 377], HO ans Leneit faHHOro PYyKOBOACTBA @aHOMASIbHBIA OTBET CUCTONMHECKOTO AABNEHUS HA HArpy3Ky ONpeaensieTcs kak
HECMOCOBHOCTb K MOBLILLEHWIO AaBNEHUS XOTS 6bl Ha 20 MM PT.CT. OT YPOBHS NOKOS Ha Nke GU3NYECKON Harpyakn unu nageHne
pasnenns >20 MM PT.CT. OT MMKOBOrO Aasnenms [237].

+ AHOManbHbI OTBET CUCTONMYECKOrO AABNEHUS HA HArpy3Ky aCCOLMMPOBAH C NOBbILLEHHLIM puckom BCC y nauneHToB Monoxe 40 net
[237], Ho y naupeHToB cTapLue 40 neT NPOrHOCTUYECKOE 3HaYEHNe 3TOro hakTopa HEM3BECTHO.

Cokpauwenus: BCC — BHe3anHas cepaeyHas cmepTs, FKMIT — runeptpoduyeckas kapanomuonatus, K — runeptpodus nesoro xenynouka, JIN — nesoe npeacep-
e, HYXT — HeycToiumBas xenynoykosas Taxmkapams, TT-9xoKI — TpaHcTopakanbHas axokapamorpapus.

CTBa, OOBIYHO OOJBINE OMpENeseTcss KIMHUYECKUMU
XapaKTepUCTUKAaMU TPYIIIbI, HAOpAaHHOU B WCCIIEOBA-
HUE, YeM al[PUOPHOI OTIEHKOM MPUEMIIEMOTO PUCKA. DTO
TIPUBOAUT K OOJIBIIIOMY YUCITY TPOTUBOPEUMIA, TaK KaK
obcrnemyemMble TPYMITBI OYeHb pa3inndaTcs. Takke Bepo-
SITHO, YTO COLIMAJIbHBIC, SKOHOMUYECKUE W KYJIbTypHbBIE
(hakTOpBl BIUSIOT Ha pPEKOMEHAAIUM, CO3JaBacMble
paboYMu TPyTITIaMHu.

Omcymcmaytom panoomMu3upo8antbvle Uccae008anus uiu
cmamucmu4ecku 8aruduposantsle NPOCHeKMuUBHble Modenu
NPOCHO3UPOBAHUSL, KOMOPblE MONUCHO ObLA0 Obl UCHOAB308AMb
04 peuwienus sonpoca 06 umnaanmayuu UKJ y nayuenmos
¢ TKMII. Bmecmo smoeo, pexomenoauuu 6a3upyromcs
Ha HAOAI00amMenbHbIX PemPOCNeKMUBHbIX 2DYNNOBBIX UCCAe-
008aHusx, KOmMopvle onpedesiom cesa3b Mexdcoy KAuHu4e-
CKOUl KapmuHoU U NPOSHO30M.

B mpenpigymeit Bepcum 3tnx Pexomenmanumit [384]
n 0onee HemaBHero PykoBomctBa American College of
Cardiology Foundation/ American Heart Assocation

[385], HeOonpIIOE YMCIIO KIMHWYECKUX IIPU3HAKOB
(HYXT, makcuMmanbHast TommuHa ctreHKr JIK >30 MM,
cemelinblii aHamHe3 BCC, HeoOBSICHMMBIE OOMOPOKU
¥ aHOMAJIbHBIN OTBET KPOBSHOTO TaBJICHUS HAa HarpPy3Ky)
WCITOJTb30BAJINCEH IS OLICHKY PMCKA W IIJIST OTIPEaeICHMS
noka3zanuii kK MUK/ tepanuu. Y 3toro momxoma MHOTO
OTpaHMYCHUIT: 0COOCHHO TO, YTO OH OIICHMBAET OTHOCH-
TeJIbHBIN, a He aOCOIOTHERIN PUCK; OH HE YINTHIBACT pa3-
JIMYHOTO BKJIaJa CO CTOPOHBI MHAMBUIYAIBHBIX (DaKTO-
poB pucka [386], 1 HeKOTOpBIE (PaKTOPHI PHCKA, TAKHE,
Kak TommurHa creHKT JI2K, paccMaTprBaroTCsI Kak OMHApP-
HBIC TIEpEMEHHEIC, TOTJAa KaK OHM acCOIMMPOBAHBI
C TIOCTOSTHHEIM yBeJIndeHHeM pucka [121]. Beaemcrue
3TOr0 MMEIOIINECS aJITOPUTMEI OLICHKHA OYEHB YCIIOBHO
CMOCOOHBI pa3inyaTh MalMEHTOB HU3KOTO M BBICOKOTO
pucka [386].

Hpyrue KIMHWYECKUE MapaMeTphl, TaKue, KaK MHO-
KapauainbHbIN ¢Grbpo3 (ompenensemsurii mo MPT cepaia
C KOHTpACTUpPOBaHUEM), alMKajdbHas aHeBpusma JI2K
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¥ HacJIeMOBaHWE HECKOJIbKMUX MYyTaIldii B TeHax CapKo-
MEpHBIX OCJIKOB, IIPEATIONIOKUTEILHO, SIBIISIIOTCS pellla-
FOIIIMMHM 1 MOTYT MCITOJIb30BaThCSI IIPU PEIICHNH BOIIpOCa
00 ummnanTauuyu MK/ y 60ibHBIX, Yeil puCK OLieHUBa-
€TCST KaK CPeIHUI, HO NaHHBIX, TTOANEPKUBAIOIINX 3TOT
MoaXo, HemocTatouHo [33,129,144].

HemaBHO B MYJIBTUIICHTPOBOM PETPOCIIEKTUBHOM
IJUTCIBHOM TPYIIIOBOM HWCCICAOBAHNN, BKIIOUAB-
mem3675 maumeHtoB, m3BecTHoM Kak “HCM Risk-
SCD”, Oblma pa3paboTraHa M BaJlugupoBaHa HOBas
Mozeslb mporHo3upoBanust pucka BCC [73]. B “HCM
Risk-SCD” wmcronb3yercss M3MEHSIOMMIACS TIPSINKTOD
pHCKa, CBSI3aHHBEINA ¢ (DaKTOPOM ITOBBIIIEHHOTO PHCKa
BHE3AITHO! CMepTH, KaK MUTHIUMYM, B OTHOM OITyOJIMKO-
BaHHOM MYJIbTHBapuaTuBHOM aHaiam3e (Web Tabim. 5)
[73]. Dmo uckarouaem anomanvhoiLit omeem KpoesHo2o 0as-
AeHUs Ha u3U1ecKyio Hazpy3Ky u3 mapképos pucka. Takas
MOIE/Ib TIO3BOJIACT OICHWBATh WHAWBUIYAIN3NPOBAH-
HBII 5-IETHUI PUCK, U COTTIACYETCS C MOIEIBIO, HCITOIb-
3ytomeii 4 OCHOBHBIX (pakTopa pucka, 3((GeKTUBHOCTD
9TOU IIPEICcKa3aTeIbHOM MOIEIN ITOCTOSTHHO COBEPIICH-
ctByercs (C-unnexc ot 0,54 no 0,7) u ycrienrHo BbIAEP-
KWBaeT CpaBHEHUE C TAKUMU CXOTHBIMU TIpeacKa3aTeiIb-
HBIMM aJITOPUTMaMM, KaK CHA DS -VASc [73].

®opMyia OLIEHKU pUCKa “HCM Risk-SCD” takoBa:
BepOHTHOCTB =1—_0 9989xp(l'lporﬂocmquKuu m—mekc)

BCC B Teuenue S et

rae nporHoctmyecknii nHaeke = [0,15939858 x makcu-
MaJIbHAsI TOJIIIMHA CTEHKU (MM)2] — 10,00294271 x makcu-
MaJbHasI ToymHa cTeHKH (MM )]+ [0,0259082 x mmameTp
neBoro npeacepaust (Mm)] + [0,00446131 x MakCHMAJIbHBLA
(Troxo¥1/Ipoda BanbcanbBel) TPaoeHT B BEIBOMHOM TPaKTe
JIEBOro keaygouka (MM pr.ct.)] + [0,4583082 x ceMeiHbIiA
anamue3 BCC] + [0,82639195 x HYKT] + [0,71650361 x
HeoObsiIcHUMBIE 0OMopoku| — [0,01799934 x Bo3spacr
Ha MOMEHT KIIMHUYECKOTO MCCIIeIOBaHMsI (TOIEI)].

N.B. B “HCM Risk-SCD” ycmanoseaena ueauneiinas
cea3b mexwcdy puckom BCC u makcumanvHoti moauwunoi
cmenKu n1ego2o xceaydouxa [73]. Dmom napamemp yuumeol-
saemcsi 6 Mooeau 8 Kauecmee Keaopamu4Ho2o Y4eHa.

9.5.3. MNpepoTBpalleHre BHE3aNHOW cepae4yHol CMepTuy
9.5.3.1. OrpaHuyeHne Gr3n4eckor Harpy3km

XoTsT IOKYMEHTHMPOBAaHHBIC WHIYIWPOBAHHBIC
Harpy3Koil, yCTOMIMBBIC JKEITYIOUYKOBEIC aDUTMUM PEIKI
[246], n OGonpmmHcTBO MKJI cpabGaTbiBaHWiI TPOTUB
XKEJIYIOUYKOBBIX ApUTMHI IIPOBOIUTCS B OTCYTCTBUH
TaxXuKapauu win ¢usmdeckoir Harpyskum [387, 388],
nauueHtam ¢ 'KMII creagyeT pekoMeHIOBaTh OTKa-
3aThCSI OT YYaCTUSI B COPEBHOBATEIBHOM CITOPTE
W HE TOOIIPSITh WHTCHCUBHBIX (PM3MICCKUX HATPY30K,
0COOEHHO eCiIi Y HuX ecTh (pakTophl pricka BCC u/umu
OBTJLXK.

9.5.3.2. AHTrapuTMMYeCKne npenaparbl
OTCYTCTBYIOT pPaHIOMHM3MPOBAHHBIC KOHTPOJIMPYE-
MBbIE TAHHBIC B MOIIECPXKKY UCITOJIb30BAHUS AHTUAPUTMU-

YeCcKMX MperapatoB s IpegorBpamieHus BCC mpu
I'KMII. AmuomapoH ObLI acCOLUMUPOBAH C MEHBIIEH
gactoroii BCC B oqHOM HEOOJBIIIOM HAOIIOATETHEHOM
uccinenoBanuu Ha nanueHTax ¢ HYXKT npu Xonrepos-
CKOM MOHUTOPUPOBAHUM, U B IPYIUX — C IIOBBIIICHUEM
nopora mrsg ®2K, HO maHHBIE HAOMIOACHUI CBHICTETh-
CTBYIOT, YTO 9aCTO aMHOIAPOH HE CIIOCOOEH IIpeaoTBpa-
tate BCC [389, 390]. Au3onupaMu He ITOKa3aI CyIIeCT-
BeHHOTO BiusaHus Ha puck BCC [267].

9.5.3.3. ImnnaHTtupyemsblin kapanosepTep-aedubpunnatop

9.5.3.3.1. Bmopuunas npocpurakmuxa. TlanmeHTHI
¢ 'KMII, nepexusmme smm3on PK wimm ycToMdmBoit
KEJIyTOYKOBOM TaXWKapaIWU WMEIOT BBICOKMUA PUCK
MOCHEeOYIOIINX JIETAJbHBIX CEPOCUYHBIX apUTMHU
M JOJDKHEI osyuuTh teyenue MKJI [327, 367, 391-393].
B ximmHMYecKoi mpakTuKe 3Ta TpyMiia IMalieHTOB OYeHb
Maita u Teparmst MK/ y HuX peko SIBISICTCS IIPEIMETOM
mucKyccuit [327]. JaHHBIX IO CTpecC-UHAYIIMPOBAHHBIM
KEJTYOIOYKOBEIM apUTMUSIM TOCTAaTOYHO MaJlo, HO €CTh
PE3YIIBTaThI OMHOTO UCCIICAOBAHNS, TIO3BOJISIONINE TIPS~
TIOJIOXKUTD, YTO OHU ACCOLIMUPOBAHBI C BEICOKUM PHUCKOM
BHE3AITHOM cepreyHoi cmepTH [246].

9.5.3.3.2. llepguunas npoghusaxkmuxa. BeisiBieHue i
6e3 ucropnu KT, nmeromux puck BCC, ocraeTcs ciox-
HOI1 3a1a4eii, M TOJIbKO HeOOIbIIAs ITOATPYIIIA OOIBHBIX,
TIOJIYYMBIIMX B mociienHee BpeMs Tepammio MK, mepe-
HEC)IM TOTeHUMAIBHO XM3HECIIacarolIe cpadaThbIBaHUS
[394]. B T0 ke camoe BpeMsI, OOJIBIIIOE YNCIO PEIUTTAEH-
T0B MK ]I MCITBITEIBAIOT HEMOTUBUPOBAHHEIC CpabaThIBa-
HUS U OCJIOXXHEHWS UMITTaHTanmii [327].

B smux Pexomendayusix npedaraeaemcs 6cem NayueH-
mam npoeodums CmMaHOapMU3UPOBAHHOE KAUHUUECKOe
obcaedosanue (cm. Web maba. 5 u puc. 7), ¢ guxcuposa-
Huem u30paHHOl acmu pe3yibmamos, UMeruux paziu4-
HYH NPOCHOCMUYECKYI0 UEHHOCMb, U KOMOpble 3amem Mo2ym
ucnoav3oeamocss 04 oueHku S-aemueeo pucka BCCc
ucnonvzosaruem “HCM Risk-SCD”modeau [Web-onocpe-
dosanHblil KarbKyaasmop npedocmaeisemcs 6 smux Pexo-
menoayusx (www.escardio.org/guidelines-surveys/esc-
guidelines/Pages/hypertrophic-cardiomyopathy.aspx)].

Ilo cornamieHuio, onyoIMKOBAaHHBIM HAOOP JaHHBIX
“HCM Risk-SCD” wncrionb3oBayicst IS ONpeaeIeHus
Tp€X KaTeropuit pucka (BBICOKMIA, MPOMEXYTOUHBIN
n Hu3kuii (puc. 7). Pekomenmanmuu no MKJI teparmu
B KaXIOl M3 KaTeTOpU pHCKa YYMTHIBAIOT HE TOJIBKO
A0CONIFOTHBIN CTATHMCTUICCKUM PUCK, HO TaKXKe BO3PAcT
¥ 00IlIee COCTOSHUE 300POBBS MAIlMEHTA, COIIMO-9KOHO-
MHIYecKue (aKkTophl ¥ IICUXOJIOTMYECKOe 3HAUCHHE Tepa-
nun. PekoMeHmanuy MHOJDKHBI OBUIM OBITh JOCTATOYHO
TUOKMMM, YTOOBI YUMTHIBATh CUTYAllMN, HE OXBAaUCHHBIC
“HCM Risk-SCD” monenbrio.

Modeav “HCM Risk-SCD”ne credyem ucnoavzoeams 0as
nayuenmos <16 n1em, npogeccuoHaNbHbIX CNOPICMEHO8 U 0N
AUy ¢ Memaboruteckumu/ uH@UAMpamueHviMU 3a001e6aHU-
amu (Hanpumep, 6oae3nvio Andepcona-Dabpu) u cunopomans-
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MEPBUYHASA TPOPUTTAKTUKA

Pexkomennyemoe obcienoBaHme

* AHaMHe3

» 2D/[lonmiaepoBckast axokaparorpadust
* 48-yacoBoit MOHUTOPUHT DKT

BTOPUYHAS ITPOPUTAKTUKA

* OcTaHOBKa CepaLa BCIEACTBUE
KT nm @K

* CrnioHTaHHas1 ycroituuBas KT,
MPUBOISIIAS K OOMOPOKaM
Y TeMOTMHAMHUYECKUM HapyIIeHUSIM

Tlepemennsie no mikaie HCM Risk-SCD:
* Bospact

.
* HeoObsicCHUMBIE CUHKOTIE
.

JlnameTp JieBoro mpeacepnus®

CeMeilHbIi aHaMHe3 BHE3aITHOM CepIeYyHON CMEepTH

I'panreHT BLIBOAHOTO TPaKTa JIEBOTO XKeTyaoyKa?
MakcuMabHas TOJNIIMHA CTEHKHU JIEBOTO XXeJTymouka?

OxumgaeMast MPOIOJDKUTETTBHOCTh
KU3HU >1 roga

HYXT

Bann no mkane HCM Risk-SCD
I

K] pekomeHmyetcst

HU3KWN PUCK

S-netHuii puck <4% S-netHuit puck 24%-<6

MPOMEXYTOYHbBIN PUCK

%

BBICOKUN PUCK
5-7eTHUIA pUcK 26%

b

MK 00bIYHO HE TIOKa3aH UKJI MmoxeT ObITh

UK/ nomkeH ObITh

Puc. 7. brnok-cxema ans umnnantauun K.

b
Mpumeuanne: — 1cnonb3yloTcs abCoNtoTHbIE 3HaueHns rpaaneHTa BTJDK, MTCIDX n pa3mep nesoro npeacepausi;  — WK, He pekoMeHayeTcs, eCnm TObKO HeT Apyrix
K/IMHWUYECKMX CUMMNTOMOB, KOTOPbIE MMEIOT NPOrHOCTUYECKYIO 3HAYMMOCTb M KOTAa NOTEHLMaNbHas NoNb3a NPeBbilaeT NOXU3HEHHBIA PUCK 0CNOXHEHWI 1 BanaHUS UK,

Ha CTWJIb XU3HU, COLMO-3KOHOMUYECKMIA CTATYC 1 NMCUXONOTMYECKOe 300PO0BLE.

Cokpauenusi: 2D — agymepHas, K[, — nmnnaHTpyemslii kapayoseptep-aedpubpunnatop, BT/DK — BbiBoAHO TpakT nesoro xenynoyka, MTCIIK — makcumansHas
TOJLLMHA CTEHKM NeBoro xenynoyka, HY)XXT — HeycTo4mBas XenyaoukoBas Taxmkapams B TedeHmne 24-48-4acoBoro MoHuTopuHra 9K, XXT — xenyao4koBas Taxmkapamns,

DX — Prbpunnaums Xenynoukos.

Homu popmamu (hanpumep, cundpom Hynawn). Dma modeas
He Ucnoav3yem cmpecc-uHOyuUpoBaHHblil epaduenm 6 evl8o0-
Hom mpaxme JIXK u ne 6vira eanuduposana y auy 0o u nocie
MUOIKMOMUYU UAU CENMANBHOLL ANK020AbHOU abaayulU.

Tak KaK COOTHOIIECHNE MEXIY MaKCHUMaJIbHOU TOJ-
muHoM cteHku JIZK 1 prCcKOM HeJIMHEWHOE, pacu€THBIN
puck BCC He npuiaoxXuM K mauueHTaMm ¢ Tsekénmoin [TIK
(=35 MM). BTO MOXET OTpaxkaTh HEOOJBIIIOE YMCIIO TAKIX
MMAIIMeHTOB, HO, KaK ITOKa3aHO B OPUTUHAIBHOI CTaThe,
YpOBEHb BHE3AITHOI CMEPTH B 3TOI TpyIIie ObLI OYCHB
HU3KUM. DTOT (hDeHOMEH OBLT 3aMeUeH 110 KpaifHell Mepe
B OTHOM IIpEABIIYIIEeM HccaenoBanum [99].

o noayuenus pe3yrbmamos OanbHeluwux ucciedosa-
Huit, modeav HCM-RISK doaxcua ucnonvzoeamuscs ¢ 0cmo-
POJCHOCMDBIO Y NAYUEHMO8 ¢ MAKCUMAAbHOU MOAUUHOU
CMeHKU N1e6020 dceaydouxa =35 mm.

WUmMmmnnanrtanuss KapauoBepTepa-aeduodpuiaTopa
HE peKOMCEHIYETCS, €CJIM OLECHOYHBIN S5-JICTHUM PHUCK
BCC <4% u HeT Apyrux KIMHUYECKUX IMPU3HAKOB,
AMEIOIINX ITOTCHIIMAIBHYIO IIPOTHOCTUYECKYIO BaX-
HOCTh (HampuMep, MHOXECTBCHHBIC BHE3aIIHBIC
CMEpTH B CEMbE B MOJIOIOM BO3pacTe WM aHOMaJIbHBIN

OTBET KPOBSHOTO JaBJICHMS Ha Harpy3Ky). Korma Trakue
GakTOpHl MIPUCYTCTBYIOT, pPEeHIeHHE 00 MMILIaHTAIlNU
MK 101XKHO MPUHUMATLCS UHAWBUAYATbHO U 1OJXKHO
OBITH COATAHCUPOBAHO C YIETOM IMOXKU3HEHHOTO PHUCKa
ocnoxHeHuit n BaugHust MK/ Ha o0pa3 XusHuH,
COIIMO-2KOHOMHWYECKHAI CTaTyC M IICUXOJIOTUUYECKOe
3I0POBBE.

PekomeHgauum no npodunakruke
BHE3anHoW cepaeyHon cMepTH

Pexomenpaums Knacc® Ypoaebe Cebinkn’
MaumnenTam ¢ KM pekomeHayeTca | © 395

n3beraTb COPEBHOBATENBLHOIO

cnopTad.

MmnnanTtauma VK, pekomenayetcs | B 327, 367, 391-
nawuyeHTam, BbIXUBLLXM Nocne 393

OCTaHOBKW CepfLa BCNeAcTame
XT nnn @X, unm tem, y koro

6blia CMIOHTaHHas yCTONYMBast

KT ¢ notepert co3HaHUa nnn
reMoAMHaMNYEeCKUMMN HAaPYLLEHNSAMM,
1N UMEIOT NPEANONOXUTENbHYIO
NPOLOMXMTENBHOCTb XU3HK >1 ropa.
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Llikana “HCM Risk-SCD”
PeKoMeHayeTCs B ka4ecTBe METOAA
OLLEHKM p1cka BHE3arnHow cMepTu

B TeyeHune 5 neT ana naumeHTos >16
net 6e3 cny4aes peaHnMaumm nocne
anu3on08 XT/PX nnu cnoHTaHHo
ycTonumnsoi XT ¢ notepen
CO3HaHUA UM reMoayHaMU4eCcKNMm
HapyLLEeHVSMU.

73

PekomeHpayeTcs, 4TOObI 5-neTHuMiA 73
pvick BCC oueHuBancs Bo BpemMst

nepBnYHOro 06cnenoBaHNs

1 B Ja/bHelilleM nepeoLeHrBancs

Kaxgele 1-2 ropa v npu

N3MEHEHNNAX KNMHNYeCKOoro ctaryca.

lla B 73,327, 393,

396

Wmnnantaums UK, gonxHa
paccmaTpuBaThCs s MauveHToB

C NPOTHO3UPYEMbIM 5-NETHUM

PUCKOM BHE3aMHOW CMepTH

>6% v NPOrHO3npyemor
NPOAOMKUTENLHOCTBIO XW3HK >1 roga,
nocne AeTanbHOro KIMHAYECKOro
o6cnenoBaHys, U NpuHUMast

BO BHUMaHME MNOXW3HEHHbI PUCK
0CN0XHeHui 1 BinsiHus VKL, Ha o6pa3
XU3HU, COLMO-3KOHOMUYECKMIA CTaTyC
1 NCUXONOrNYECKoe 3[0POBLE.

Mmnnantaumnsa UKL moxet Ilb B
paccmaTpuBaThCs 4ist MauveHToB

C NPOrHO3UPYEMBIM 5-NETHUM

PUCKOM BHE3aMHO CMepTH

>4% 1 <6% 1 NPOrHo3npyemoi
NPOAOKUTENLHOCTBIO XN3HK >1 roga,
nocne AeTanbHOro KIMHAYECKOro
o6cnenoBaHys, U NpuHUMast

BO BHUMaH1E MOXM3HEHHbIN pUCK
0CnoxHeHuin n BnsiHus UK, Ha obpa3
XU3HU, COLMO-3KOHOMUYECKMIA CTATYC

M Ncmxonormyeckoe 3n0poBbLe.

73,327, 393,
396

Wmnnaxtaums UK moxeT Ilb B
paccmMaTpuBaTbCa AN NauMeHTOB

C NPOTrHO3MPYEMBIM 5-N1ETHUM

pvickom BCC <4% Tonbko

€CNV UMEIDTCH KIIMHNYECKME
NPOSIBNEHNS, UMEIOLLME [LOKa3aHHYI0
NPOrHOCTUYECKYIO 3HAYNMOCTb,

1 €CNY NOXN3HEHHBIN PUCK
0CNoxHeHuii 1 BamaHua MK, Ha obpas
XW3HW, COLMO-3KOHOMUYECKUI

CTaTyC 1 NCMXONOrM4ecKoe

300pOBbe NO3BONSET NpeanonaraTb

npeumywectso VK tepanuu.

73,327, 393,
396

i B 73,327, 393,

396

MmnnanTaums UK He pekomenayeTcs
y NaUVIEHTOB C NPOrHO3UPYEMbIM
5-netHum puckom BCC <4%

1 OTCYTCTBMEM LPYrMX KNMHUYECKUX
NPOSIBAEHNI, UMEIOLLYX [,OKa3aHHYI0
NPOrHOCTUYECKYIO 3HAYMMOCTb.

Mpumeyahme: ° — KNacc peKOMeHaaLNiA, b YPOBEHb [10Ka3aTeNbHOCTH, © — CObiN-
Ku, NoAnepXvBaioLLe ypoBeHb [0Ka3aTenbHOCTH, - pykosoacTa ESC paccma-
TPUBAIOT COPEBHOBATENbHbIA CMOPT Kak NiobUTenbekue mMam npodpeccuoHanbHble
3aHSATYS CMOPTOM Ha MOCTOSIHHON OCHOBE W y4acTve B 0puLmanbHbIX COPEBHOBAHM-
X (LeTanv cM. B COOTBETCTBYIOLLMX pykoBoacTeax ESC) [395].

Cokpawienus: XT — xenyaodkoBas Taxvkapams, UKL — vmnnaHTupyemblii kap-
nvoseptep-aedubpunnatop, X — dubpunnaums Xenyao4kos.

9.5.3.3.3. Ilpakmuueckue acnexmor mepanuu HKJ].
Jo mvmmtanTanyu MKJ] 60mbHBIE JOJZKHBI OBITh THPOPMU-
pPOBaHEI O PHCKE HEMOTHMBHPOBAHHBIX CpPabaTHIBAHMIA,
OCJIOXKHEHMIT MMIDIAHTALINM, M COLIMAIbHBIX W TPYIOBBIX
TOCTICICTBUASX (BKITIOYAST BOMMTEILCKNEC OTPAHMYCHIUS).
HccnemoBanus, M3ydamoIiye poJib TECTUPOBAHUS HehH-
OpwIIsiTOpa BO BpeMsl MMIDIAHTAIIUM, IIPOIOJIKAIOTCS,
HO MMEIOTCSI COOOILIEHMSI O BLICOKOM TTOpore n1ernoprLis-
MU y O0JIBbHBIX C BbIpaxkeHHOU ITI2K 1 moyvaronimx aMu-
omapoH [397-400]. 1o Tex mop, oKa He TTOSIBUJIVCH CITCIIH-
dmueckue mng T'KMIT mannble, TecTupoBaHue neduoOpmI-
JIITOpa OCTaéTcs Ha YCMOTpeHUe Bpada. sl malMeHTOB
C BBICOKHMM ITOPOTOM AehUOPWIUISIIINI, a TaKKe IS TeX,
Yy KOTo He ymajJoch TOOWUTHCS KapAMOBEPCHH, BapHaHTAMK
BbIOOpa MOTYT OBITH CyONeKTOpajbHasi WMILIAHTALMS,
¥ CTaHIAPTHBIC TIPOIICAYPHI, TAKME, KaK 0OpaTHAasI ITOJISIp-
HOCTh JIe(HOPMJUTMPYIOLIETO 3JIEKTpoma, W3MEHEHHUE
HampapJIeHUST paspsida, BKIIIOYCHUE,/MCKITIOUCHIE KOJIbIIA
superior vena cava TIOCJIe TECTUPOBAHMS, U, TIPY HEOOXOIH-
MOCTH, IMIUTAHTAIINSI TIOAKOXHOTO 3JICKTPOA.

3ona P2K ycTpoiicTBa HOZKHA OBITH 3aIIPOrpaMMUPO-
BaHa Ha 9acToTy >22(0/MWH, YTOOBI MUHIMHU3HPOBATH IIIOKI
ot opIcTpo TIpoBomsIeiics PI1. Takke MoXKeT OBITh yITCHA
HEeOOXOMMMOCTE 30HBI pacito3HaBaHns Y2KT, B 3aBUCHMO-
CTH OT MHOIWBUAYAJIbHBIX 0COOCHHOCTEH marmeHTa. Oocep-
BallOHHBIC TaHHBIC ITOKA3BIBAIOT, YTO aHTUTAXMKAPIUTH-
gecKasl CTUMYJISIOUS 3(h@eKTUBHA IUIT OCTAHOBKH KEITy-
noukoBbix aputMmuii mpu 'KMII, HO He CHMXXaeT YMCIIO
MOTHUBUPOBAHHBIX cpabatbiBaHmii [387, 401]. Tak Kak npen-
CepIOHBIC IIEKTPOIBI HE CHITKAIOT YaCTOThI HEMOTHUBHPO-
BaHHBIX cpabaTbiBaHmii [327, 393, 396], GOJBLIMHCTBY
OOJTLHBIX HEOOXOMMM ¢IMHCTBEHHBII JKeJTYTOYKOBBIHA SJTCK-
Tpon. UckmouenneM gpisiorcst manmeHTel ¢ OBTJIK,
Y KOTOPBIX TIPEACEPOHBINA 3JIEKTPOI HedaeT BO3MOXHON
CTUMYJISIIINIO ¢ KOPOTKO AB 3amepkKoif, n y OOJBHBIX
C CUHYCOBBIM PUTMOM U cUCToJMYecKoi yHkuuen JI2K,
Y KOTOPBIX MOXKeT OBITh ITpearroutuTebHoit CRT (cm. Pasz-
ner 9.3.1.2). B cere pesynpraTtoB ucciemoBannst MADIT-
RIT (Multicenter Automatic Defibrillator Implantation
Trial — Reduce Inappropriate Therapy), TOJbKO ITOKOBOE
TPOTPaMMHUPOBAHIE MOXET pacCMAaTPUBATBECS B KauyecCTBE
TIepBUIHON TTPOGUIAKTUKI, XOTSI 3TO MUCCIICAOBAHNE TIPO-
BOIMJIOCH Ha MareHTax ¢ Huskoi MB [402].

IMammentam ¢ MK/, y KOTOpPBIX COXPaHSIIOTCSI CUM-
TIITOMHEIC XKeJIyTOIKOBbIE apUTMHUHU WJIM ITIOBTOPHEIE Cpa-
OaTbhIBaHMSI, HECMOTPS Ha ONTUMAJIBHYIO TEPAITNIO PEKO-
MeHOyeTCcsl HazHaueHHe [3-0JIOKaTOpPOB M/WIW aMUOIa-
poHA WIM IIepenporpaMMHUpOBaHMe YCTpoiicTBa [219].
bonpueiM ¢ MUK/ 1 HEMOTUBUPOBAHHBIMU pa3psiaaMU
BCJICICTBHE PETYISIPHON HAIKETYIOUYKOBOM TaXUKAPIUT
PEKOMEHIYETCST 3IeKTPO(PU3NOIOTHIECCKOE MCCIICIOBa-
HUE C IeNbI0 MICHTU(PUKAIMUA U YCTPAHCHUS JIFOOOTO
abIMpyeMoro apuTMOTeHHOTo cyocrpaTa [403].

HenasHo pa3paboraHHast cuctema moakoxHbeix MK/
3JIEKTPOIOB (S—ICDTM, Boston Scientific) momyunira
omoopenne FDA u moxer paccMaTpuBaThCs IS Malv-

48



KNNMHWYECKME PEKOMEHZALNN

eHToB ¢ 'KMII, y KOTOpbIX HET MOKa3aHUI K CTUMYJISI-
mnu [404]. Ocoboe BHMMAaHWE CIICAyeT YOCHISITH OITH-
MaJIbHOI 9YBCTBUTEIBHOCTH K R-BoIHE B MOKOe W IIpHU
Harpy3Ke, 9TOObI M30€XKaTh HEMOTUBUPOBAHHBIX pa3psi-
OB BCJICACTBUEC THUIICPUYBCTBUTCILHOCTA T-BOJIHEI.
Y KaxOoro maipeHTa JOJDKHBI OBITh 00Jiee OTHOTO BEK-
topa DKI, KOTOpHII TTPOXOIUT CKPUHWHI, YTOOBI ObITa
BO3MOXKHOCTB IIePeIIPOTpaMMHUPOBAHMS, €CIT BOSHUKACT
TUIIEPYYBCTBUTEIbHOCTL [405, 406]. JlaHHbBIE MY/IBTU-
LIEHTPOBOTO PETUCTPa, KOTOPBI BKIIOYAET 58 IMammeH-
ToB ¢ 'KMII, conepxat ouileHKY 3(pHEeKTUBHOCTH U O€3-
omacHocTH [407].

PekomeHaauMu No NpakTM4eCKMM acnekTam
MMNJIaHTauuu KapauosepTepa-aedudpunnaropa

Cobinkun®
219, 327

YpOBebe
Cc

Knacc®
|

Pekomerpaums

Jo umnnantauum UK, naumeHT gonxeH
noay4MTb NHGOPMALMIO O PUCKE
HEMOTMBMPOBAHHbIX CpabaTbliBaHWiA,
OCNOXHEHUIA UMMIAHTaLMWK 1 COLMANbHbIX,
NPohECCHOHANBHBIX Y BOAUTENBCKUX
nocneacTsuin UMNAAHTaLMN YCTPOMCTBA.
3-610KaToOPbI /MK aMUOAAPOH
pekomeHayeTcsa nauveHtam ¢ UKL,

Y KOTOPbIX €CTb CUMNTOMHbIE XENYL04KOBbIE
apUTMIU NI NOBTOPHbIE LLOKMU,

He CMOTPS Ha ONTUMAJIbHYIO Tepanuio

1 nepenporpaMM1poBaHye YCTPOCTBa.

219, 403

AnekTpodu3nonormieckoe nccnesoBaHne 403

pekomeHayeTcs nauveHtam ¢ UKL,

Y KOTOPbIX 3apPErncTprpoBaHbl
HEMOTUBMPOBAHHbIE Pa3psabl BCIEACTBME
PErynsapHoV HamXenyao4KOBON Taxvukapamu,
LS| BbISIBNIEHWS U NieYeHunst nioboro
abnupyemoro cy6eTpara.

WKL, ¢ NoaKOXHbLIM 3N1EKTPOAOM (S-ICDTM) 1] 407

MOXET paccMaTpvBaTbCS A1 NALNEHTOB
¢ KM, koTopble He MMEIOT NoKa3aHwi ans
3NEKTPOKAPLMOCTAMYNALMN.

< b
MpumeyaHme: ° — Knacc PeKOMEHMALIMIA, ~ — YPOBEHb 10Ka3aTeNbHOCTH, © — CObin-
KW, NOLAEPXVBAIOLLYE YPOBEHb A0KA3ATENBHOCTU.
™ -
Cokpalenus: S-ICD ™ — umnnaHTipyemblil kapavosepTep-aedubpunnstop
C NOAKOXHbIM 3nekTpogom, KMIT — runepTpoduyeckas kapamommonatus,
MK — mmnnaHTMpyemblil kapavosepTep-aedubpunnatop.

9.5.4. Puck BHe3anHou cMepTu y aeTen

Mmvmnantauus MK (ecau HeoOXoauMo, 3MuKapan-
aJIbHO) TI0KAa3aHa, CCJIN OBLIN KU3HEYTPOKAIOIINE JKEITy-
JIOYKOBbIE apUTMUU Yy eTell. Y 04eHb MaJeHbKUX JETel
(<8 mer), crparmduKamus KINHUYECKOTO pHCKa IS
oIpenesIecHNsT HeOOXOMMMOCTH TEPBUYHOM ITpodmiak-
MK nyTeM umiuiaHtaiuu UKL 3atpynHeHa B CBSI3U
C HEIOCTaTKOM JaHHBIX. PHCK cMepTH Uin TpaHCIDIaHTa-
LMY CepAlla HAMBBICIINI y MIIAJCHIICB WX Y TAlIMECHTOB
¢ MeTabOIMYCCKUMU 3a00JIeBaHUSIMU M CHUHIPOMaMU
Manbgopmanmii [408]. O0menpruHATO, 9TO KaK U 'y B3pO-
cibix, TskEnast I'JIK, HeoObsicHuMbie oomMopoku, HY KT
1 CeMEIHBIN aHaMHE3 BHE3AITHON CMEPTH IIPEICTABIISIIOT

IIaBHBIC (PaKTOPHI pHCKa BHE3AITHOM CepIeuyHO CMepTH
[409]. OmpeneneHue TSKETOM TUTIEPTPODUN Y MIaICH-
LeB, OeTel U B IIPEA-IIOAPOCTKOBOM BO3pAacTe OBLIO CIC-
JIAHO TIPY TIOMOIIIY Pa3HBIX TTOIXOM0B 1 n3MepeHuii [410,
411]. Coenacosannas mouxa 3penus 3moeo Pyxkoeodcmea
makosea: MaKCUMAanbHAs MOAWUHA CIMEHKU 18020 JCeay-
douka >30 mm uau Z-gpaxmop >6 paccmampuearomest 601~
wumu paxkmopamu pucka y demeii [410].

Wmnnanrtanuio MK/ cienyet paccMaTpuBath y A€TE,
KOTOpPBIC IMEIOT IBa MJIN 00JIee OONBIINX (haKTOPOB PHUCKA.
B GonblIMHCTBE clTyyaeB OAHOKAMEPHBIX 1e(DUOPUILISITO-
POB JIOCTAaTOYHO, Y 3TO CHIKAET PUCK OCIOXHeHMI [412].
Y HEKOTOPBIX OOJIBHBIX C ¢AMHCTBEHHBIM (PAKTOPOM pHCKa
nminianTanyss MK MoxkeT paccMaTpUBaThCs ¢ aKKypaT-
HBIM COITOCTaBJICHMEM DPHCKOB M TIOJB3BI IJIST PeOEHKA
W JUTSI CEMbH.

PekomeHpaumMm no umMnaaHTauum
KapauoBepTepa-aedubpunnaTopay gerei

Cebinki®

409, 413,
414

VpOBebe
B

Knacc”
|

PekomeHnpauus

Mmvnnantauma MK, pekomeHayeTcs AeTam,
BbDKVBLLIMM MOCIIE OCTAHOBKU cepaua,

NN NEPEHECLUMM [JOKYMEHTUPOBAHHYIO
CMOHTaHHYI0 ycTonumByto XXT.

377, 409,
414

WmnnaxTaums UKL nonxHa lla
paccmatpuBaTtbCs 415 AeTel, Y KOTOPbIX
eCTb fiBa nnv 6onee negmaTpuyeckmx
dakTopos pvl(:Kad nocne
COOTBETCTBYIOLLEr0 KOHCYNIBTUPOBAHNS
1 KOrza OLEeHKa prcka OCNOXHEHMI

B TEe4eHWe Xn3Hu 1 BamsHue UK

Ha 06pa3 X13HU 1 NCUXONOrNYeckoe
3[10pPOBbE NPeanonaraeT NPeMMYLLECTBO
WK Tepanuu.

WUmnnaxTaums UKL nonxHa IIb 409
paccmaTtpuBartbCa Ansa Aeten,

Y KOTOPbIX €CTb €AUHCTBEHHDII

negmaTpuyeckuii Gaktop pVICKad nocne

COOTBETCTBYIOLLEr0 KOHCYNBTUPOBAHNS

1 KOrZja OLLeHKa PUCKa OCNOXHEHUI

B TeYeHune Xxusuu n savsane UK

Ha 06pas3 Xu3HW 1 NCUXONOrn4eckoe

3[,0POBbE NpeanonaraeT NPeMMyLLECTBO

WKL Tepanun.

Mpumeyanme: * — KNacc pekoMeHaaLIMiA, b YPOBEHb [10KA3aTENLHOCTH, * — CCbi-
KV, OAAEPKVIBAIOLLME YPOBEHb IOKA3ATENLHOCTY, © — GOMbLUME NEAMATPUNECKUE
akTopbl p1cka: MakCcUManbHas TOMLMHA CTEHKU NIEBOro xenyaoyka >30 MM mnnm
Z-6ann 26, HeoOBSCHUMbIE CHKOME, HeYCTONYMBAs XKENyA04KOBas Taxvkapams (>3
NocneaoBaTenbHbIX XeNyA04KOBbIX COKPaLLEeHUii ¢ yacToTon >120 ya/MvH answive-
cs1 <30 cekyHa), cemeliHblii aHamHe3 BCC (oauH unv 6onee poacTBEHHUKOB NEPBOM
cTtenenn poactea ¢ BCC B Bo3pacTte < 40 net ¢ amarHo3a KM wnn 6e3 Hero,
nnn BCC poacTeeHHvka NepBoii cTeneHn poacTea Nio6oro BospacTa ¢ AMarHo3om
rKMnM).

Cokpauenus: BCC — sHesanHaa ceppeyras cmepTb, FKMIT — runeptpoduye-

ckas kapamomuonatus, UKL — uMnnaHTupyemblii kapamoseTtep-nedubpunnsTop.

9.6. CumnTomHasa Opagukapava u AB-6nokapa
CuMmnToMHasi Opaaukapausi, pa3BUBAIONIASICS
B pesyabTate AUCGYHKIMU CUHYCOBOro ysjia u AB-

49



Poccuiickuin kapayonorudeckui xypHan N2 5 (121) | 2015

0J0Kamgbl OTHOCHUTEJIBHO HEYAaCTO BCTpedaeTcs IIpU
T'KMII 1 momieXnuTt ne4eHuIo COOTBETCTBUU C HedaB-
Humn Pexomenpamumsmu ESC [249]. Hammune AB-
0J10Kagbl TOJKHO BBI3BIBATH IOMO3PEHME B OTHOIIE-
HAX CHeUu(GUICCKNX TEeHETUUYCCKHX TIOATUIIOB
(mecmun, FHL1, PRKAG?2) vy 60J1ee MOJIOIBIX MTaIIUeH-
TOB, ¥ B OTHOIIICHWY aMWJIONI03a M 0OJe3HU AHAEP-
cona-®abpm y 6oiree cTapmmx 60abHEIX (cM. Pazmen 5:
Jwmarnoctmka). HampoTuB, XpOHOTpOmHas HeIOCTa-
TOYHOCTh JOCTATOYHO YacTO BCTpedaeTcs (OCOOCHHO
mpu 60e3HN AHIepcoHa-Padpu) U SIBISIETCS BasKHBIM
¢dakTOpOM HU3KOM TOJIECPAHTHOCTH K (DU3MICCKUM
Harpy3kam [415]. Ecmm AB-6mokama, pa3BumiIach
B pe3yJibTaTe NpuéMa npenapaTon, 6okupytomux AB-
y3eJI, X 103a ITOJKHA OBITh CKOPPEKTHPOBaHA M HEO0-
XOIMMOCTD KapIHUOCTUMYJISIIIAY TOJXHA OBIThH IIpoaHa-
JIM3UPOBaHA emIg pas.

DPbheKT PUTM-UYBCTBUTECIBHOU CTUMYISIIIUH
B JICUCHNUN HENEPEHOCUMOCTH (PU3MICCKUX HATPy30K
HeoOHO3HaYHa. PHCKM, CBSI3aHHBIE C XpOHHMYCCKOU
crumynsiuueit 12K npu TKMII ¢ yyétom cucroauye-
ckori pyHkuuu JIZK, HEM3BECTHBI, HO XEJIyI04YKOBas
CTUMYJISAIINS [OOMXHA OBITh MWHUMH3MPOBaHA,
HACKOJIBKO 3TO BO3MOXHO, KpOME CJIy4acB JICUCHHUS
OBTJLK. ¥V GOJIBHBIX CO CHIXKEHHOW CHCTOJMYCCKOM
dyukumeit (PB <50%) cnenyet paccmatpusath CRT-P
[339, 416].

9.7. XXenypo4ykoBas Taxukappus

HeycroliumBast XKeTymouKkoBast Taxukapaus (oIpeme-
JIsieMast Kak TpH 1 00J1ee XKeJIyTOIKOBBIC SKCTPACUCTOIBI
¢ gacToToit >120 yo/MuH, mmmTeabHOCThI0 <30 CeKyHI)
SIBIISIETCS] YaCTOI HAXOIKOM IpW aMOyJIaTOPHOM MOHMU-
topunre DKI [69, 70, 417, 418]. E€ uvacrora pactér
C BO3pacTOM M KOppEIUpyeT ¢ TOMIMMHON cTeHKH JI2K
W HaJIA9MEeM MO3THETO TaJOJIMHHEBOIO YCHJICHHUS
Ha MPT [69,140]. HeycroitunBas xKeJlyaq04KOBask TaXu-
Kapausa saBigercsa dpakTtopoM pucka BCC, HO 0OBIYHO
He TpeOyeT aHTHapUTMUUYeCcKoil Teparmmu. E€ pasButue
BO BpeMs WM cpa3y IMOCJe Harpy3kKm BCTpedaeTCs
peaKo, HO MOXET OBITh aCCOIMMPOBAHO C BEICOKHM
puckom BCC [246].

JloOKyMeHTUpOBaHHAS YCTONYMBAsT MOHOMOpGHAs
XT (=230 cexkyHm) BcTpedaeTcsl HEYACTO, HO MOXKET
ObITH 0OJIee YacTOl y MalMeHTOB ¢ aHeBpuaMoi JI2K
[256, 419]. ¥ OOABHBIX C IIMTEIbHBIMUA VI CUMIITO-
MaTUYHBIMU 3IHM304aMU W (aKTOopaMM pUCKa aTepo-
CKJIepO3a CJICAYEeT IIPOBOAUTH MCKIIOUCHUE HITeMUYE-
cKoOll Gosie3HUM cepaua. HeT cBUAETENBCTB TOTrO, 4YTO
reMoaIrHaMU4YecK He3Haunmas ycroirumBas KT yka-
3bIBAa€T HA XyALIMK MpOrHo3 nmo cpaBHeHUIo ¢ HYXT,
HO IOJKHO paccMaTpMBaThcs KakK (akrTopa pucka
BCC. [nsa maumeHTOB ¢ Tutoxo TepeHocuMoir KT
IoJkHa paccMmarpuBaThbest Tepanust MK/ m neueHne
3-0mokaTopaMu MW aMHOAAPOHOM, IJII ITOJaBICHUS
IMOBTOPHBIX 3MU30I0B. Y MAIIMEHTOB C JOKa3aTelb-

ctBOM (pokasbHO# nmpupoasl KT, MOXHO paccMOTPETh
DDU u abnanmio [420-422].

10. PekomeHgaumm no gUHaAMU4YECKoOMy
HabnioaeHuio

B uenom, nauyuenmor ¢ TKMII nyxcoaromes 6 nojcus-
HeHHOM HabA00eHUU 051 BbIAGACHUS UBMEHEeHULl 6 CUMNMO-
mamuke, pucka yeposcarouwux cumnmomos, OBTILK, ¢pyrk-
yuu JIK u cepoeunoeo pumma.

HMmMmeeTcst 0ueHb HEMHOTO PE3YIbTaTOB IJIUTEIBHOTO
HAOIIOACHMS 32 YaCTOTON M3MEHEHMI B CUMIITOMATHKE
win (PYHKOUM cepAlla, HO HECKOJIbKO ITOTEPEUHBIX
YIIyOJIEHHBIX UCCIIEIOBAHMI TTOKA3bIBAIOT, YTO YacTOTa
cuctonnyeckon auchyHkuuu JIZK u npencepmHbix
ApUTMUI YBETMUIMBACTCSI C Bo3pacToM [222, 224, 225,
423]. YactoTa MOHUTOPUHTA ONpEIEIeTCsT TSKECTHIO
3a00JICBaHUS, BO3PACTOM U CUMITTOMATUKOM. KitmHmae-
CcKoe obcienoBaHMe, BKIodalollee 12-kaHambHoe DK
n TT-Dx0KIT, moKHBI BBITTOJHATHECSI Kaxable 1-2 roga
WIN 4Yallle, €CIW Y MAlNCHTOB TOSBIISIIOTCS KaJIOOBI
Ha HOBBEIC CUMIITOMEI 3a00JieBaHU. JJINTEIbHYIO 2JICK-
TpoKapanorpaduio PeKOMEHIYETCS BBIIOJIHITH KaxkK-
JbIA Tox (MK Kaxable 6 MecsILieB Py HaJIuYuK AuiaTa-
LUK JICBOTO MPEACePANS =45 MM) IUISI BEISIBJICHUS aCHM-
NTOMHBIX TIPEICEPIHBIX U KETYIOYKOBBIX apUTMUIA,
¥, €CIN Y OOJBHBIX IOSIBIISIIOTCSI OOMOPOKM WJIM Cep-
LHeOMEHU.

[Ipy BO3MOXHOCTH, BBIIIOJHEHHUE CEPACUHO-JICTOU-
HOTO CTPECC-TEeCTa MOXET IPEAOCTaBUTh OOBCKTUBHBIC
TIpW3HAKU YXYIIICHUS 3a00JIeBaHMSI, HO X BBITIOJTHEHUE
TpebyeTcsl TOJIBKO ONWH pa3 B 2-3 roma, €CIM TOJbKO
HE TIPOMCXOIWT HapacTaHWE CHMIITOMATUKH. MMeeTcs
HEOOJIBIIOe KOJIMICCTBO JaHHBIX 00 M3MECHEHUN YPOBHS
MUokKapauaiabHoro ¢gubpo3a Ha MPT cepaua 3a Bpems
IuHamMudeckoro HaoOmomeHusi, 1 MPT cepaua, eciu
IOCTYITHO, CJICAyeT BBIIOJHSATH OOWH pa3 B 5 JIET WIN
B 2-3 roma y O0JBHBIX C IIPOTPECCHPOBAHIEM 3a00JIeBa-
Hug [424].

ITonnoe obcnenoBanue, Bkiaouas DKI, TT-DxoKT
W IJTATENbHBIN MOHUTOPUHT DKI, MOIKHO OBITH TIpOBE-
JeHO B TedyeHue 1-3 MmecsueB u 6-12 MecslieB Iocie
MIPOBeACHNS NHBA3UBHOM CeNTaIbHON PEAYKIINU.

PekomeHpauuun
no AMHaAMUYECKOMY HabnoaeHuIo

PekomeHpauus Knacc® YpOBebe Cobinkun®

Y KNMHWUYECKN CTabWNbHbBIX | C 68, 72, 74,
naLmMeHTOB peKoOMeHayeTCs 84,85
KNIMHMYecKoe obcnenoBaHme,

BKtoYatoLlee 12-kaHanbHyio IKI

1 TT-9x0oKT kaxable 12-24 mecaues.

Knunnyeckoe obcneposaxie, | C 68,72, 74,
BK/IOHaloLee 12-KaHabHY0 84, 85

OKT 1 TT-3xoKI pekomenayeTcs
naumeHTam, Kak TosbKO Y HUX
HabniofaeTcs U3MeHeHe
CUMMTOMATUKW.
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48-yacosas ambynatopHas IKI 69-73
pekomeHayeTcs kaxable 12-24
MEecSLEB KIMHUYECKM CTabWIbHbIM
naupeHTam, kaxapsle 6-12 mecaues
nauyeHTam ¢ CHYCOBbIM PUTMOM
1 pa3mepoM JIEBOro npeacepans
>45 MM, 1 KaK TOJIbKO Y MaLWeHTOB
NoSIBASIOTCS Xano0bl Ha HOBbIE
cepauebreHns.

MPT cepaua kaxable 5 net Ilb 424
MOXET paccMaTpmBaTbCst

NS KNMHUYECKUN CTaBUNbHBIX

naumeHToB, 1 kaxable 2-3 rona

naLuMeHTam ¢ NporpeccupoBaHeM

3abonesaHus.

OrpaHu4yeHHoe cmMnToMamu 425

Harpy304Hoe TECTUPOBAHME MOXET
paccmatpuBaTbes kaxable 2-3
roAa Anst KMHUYECKU CTabubHbIX
NauyeHTOB, N KaXAbIA rog
nauyeHTam ¢ NporpeccrpoBaHUEM
CUMMTOMOB.

KapawmonynsmoHapHoe Harpy3oyHoe b 233, 426

TECTUPOBAHMWE (ECNN AOCTYMNHO)
MOXET pacCMaTpMBaTLCS Kaxable
2-3 rofia ons KIHUYECKN
CTabWNbHbIX NALMEHTOB,

W Kaxpblil rog, naupyeHTam

C NPOrpeccrpoBaHMEM CUMMNTOMOB.

< b
MpumeyaHme: ° — KNacc PeKOMEHALMIA, ~ — YPOBEHb 10KA3aTeNbHOCTH, © — CObiN-
KM, NOAAEPXMBAIOLLME YPOBEHb A0KA3ATENEHOCTU.

Cokpawenua: MPT — marHutHo-pe3oHaHcHast Tomorpacus, TT-9xoKlI —
TpaHcTopakanbHas axokapamnorpadus, 3K — anekTpokapamorpadpus.

11. OeTtopoxaeHue v KOHTpauenuus
11.1. BeegeHne

BepeMmeHHOCTD accoumMpoBaHa ¢ OOIBITAM KOJIIMIC-
CcTBOM (HU3NOJIOTUYECKUX U3MEHEH M, BKiTiodast 40-50%
MIPUPOCT 00BbEMA TIJIa3MBI M CepACIHOTO BBIOpOCa, CHU-
XKEHHUE CHCTEMHOTO COCYIHUCTOTO COIIPOTUBIICHUS
1 TUIIEPKOATYISIIINOHHBIM CTaTyCOM. XOTsI y OOJIBIINH-
ctBa keHIMH ¢ TKMII G6epemeHHOCTh IpoTeKaeT 6e3
OCJIOXKHEHUH, 3TH (DU3NOJOTHICCKIEC N3MEHEHUS acCo-
UMPOBAaHB C IIOBBEIIICHHBIM PUCKOM IJI MaTepu
M II0da, TaK KaK yBeJIWUYCHUE Harpy309HOro o0BbEéMa
MOXET IIOXO TIepeHOCUThcs B ycrmoBusx OBTJIK
A OUACTONMICCKONM OUCHYHKIUN. Adexeammuoe u céoe-
8DeMeHHOe KOHCYAbIMUPOBAHUE 8 OMHOUEHUU KOHMpayen -
Yuu, PUCKO8, CBA3AHHBIX C OepeMeHHOCIbIO, U PUCKOM
nepedauu 3a601e8anus NA00Y BANCHO 0451 8CEX IHCCHULUH
c 'KMII [427, 428].

11.2. KoHTpauenuus un npepbiBaHue
6epeMeHHOoCTU

Korma nesouku ¢ 'KMII gocturaroT Bo3pacrta dep-
TIJIBHOCTH, UX CJICAYeT IIPOKOHCYIETUPOBATh B OTHOIIIC-
HUHU WCIOJIB30BaHMUs Oe30macHoi 1 3(pPeKTUBHOIT KOH-
TpalleTIINH, TaK KaK He3aIUIaHUpOBaHHAs 0epeMeHHOCTh
HecéT B cebe TmoBbIIeHWe pucka [427]. BapbepHbie
MeTombl (TIpe3epBaTUBBI, AuadparMbl, Ta30BOE KOJIBIIO)

0e30ITacHbBI, HO He CTOJNb 3G (GEKTUBHEI, KaK OpaJlbHEBIC
KOHTPALICIITUBEI, JaXe eCIM OHM KOMOWHUPYIOTCS
CO crepMuLIMIaMu (9acTOTa HECOCTOSITCIIBHOCTHA B TOI
coctaniseT 15-30%). Husko-m030Bble OpajibHBIE KOH-
TpauenTuBhl, comepxamye 20 mr wim 30 MT 3THHWI-
acTpaanoia 3P@eKTUBHBI (XOTS B MEHbIIEH CTENeHU
y TIOOPOCTKOB) M MOTYT 3((HEKTUBHO WCIIOIb30BAThCS
oonbmmHCTBOM KeHIMUMH ¢ 'KMII, kpome Tex, KTo
WMeeT TOBHIIIIEHHBIN PUCK TPOMOOIMOOINH (HaIIpuMep,
XKEHIIIMHEI C cepAedHoit HemoctaToaHocThIo 1 DIT), ecnu
TOJIBLKO OHU HE ITOJIYJaroT OTHOBPEMEHHO aleKBAaTHYIO
AHTUKOATYJITHTHYIO Tepamnmio. OpajabHble KOHTpAalleI-
THBBEl HE PEKOMCHOYIOTCS KYpSIINM >XCHITWMHAM WA
B Bo3pacTe cTtapiie 35 jieT, Tub0 MMEIOIINX B aHAMHE3e
BEHO3HYIO TPOMOO3MOOINI0. DKCTpeHHAs] KOHTpalleI-
uus y xkeHimuH ¢ TKMIT 6e3omnacHa [427, 429]. Tonbko
MPOTeCTepPOHOBAs KOHTPALCIIIINS SIBISICTCS Oe30IMacHOM
aJbTepHATUBOM, HO 3((MEKTUBHOCTH TOJBKO IIPOTECTE-
POHOBEIX TabJIETOK (HE30TeCTpesl) 3aBUCHUT OT PETYIISIpP-
HOCTHU MpuéMa (eXXeIHEBHBIU MPpUEM ¢ BaprnabesIbHOCThIO
<12 4gactoB). MOTyT MCITOIB30BAThCS APYTHE IIPOTECTe-
POHOBEIC KOHTPAIICTITUBEI, BKIIIOYAsT MHBEKIINN KaXKIbIe
3 MecsilIa MeIpOKCUIIPOTeCTepOHa alleTaTa MIu ITOTKOX-
HBIC TIPOTECTCPOHOBBIC MMIUIAHTHI, HO CJICAYET ITPOSIB-
JISITH OCTOPOKHOCTD Y SKEHIIMH ¢ CUCTOJIMICCKON 1 Ara-
CTOIMIECKOI TMCOYHKIMEH B CBSI3M PUCKOM 3aIepPKKHU
XKHWIKOCTU B opraHus3Me. JIeBoHOprecTpe-BEICBOOOXKIA-
[oIle BHYTPMMATOUYHEIE ycTpoiicTBa (BMY) sBisioTcs
6e3ormacHoil 1 3(hGEKTUBHOM aabTepHAaTUBON. TOIBKO
MIPOTeCTePOHOBBIC METOOBI HE BCETIa XOPOIIO IEePeHO-
CATCSI M acCCOIMMPOBAHBI C HEPETYISIPHOCTHIO IIMKIIA.
MoryT wucnonb3oBaTbcsd MenHble BMY, oHu MeHee
3¢ GEKTUBHBI 1 MOTYT aCCOIMUPOBATHCS C TTOBBIIICHHOM
exeMecsIluHOM KpoBomnotepeir. IlpodunakTnyeckui
npuéM aHTUOMOTUKOB IIPpU MCHOJb30BaHUM BMY
He SIBJISICTCS HeOOXOIUMBIM, HO BO BpeMsI UMILIaHTAIINN
MOTYT HaOII0aThCsl Ba30-BarajibHble peaklMy, U Y XKEeH-
muH ¢ BeIpaxkeHHoit OBTJIK uMmiaHTaums moJDKHA
MIPOBOIUTHCS TOCIIUTAILHO, TOCIIC KOHCYJIBTAlIMU Kap-
JIFOJIOTA.

Crepnnan3anns MOXET OBITH O€30ITaCHO BEITIOTHEHA
IMyTEM TIepeBI3KA MAaTOYHBIX TPYO, XOTSI pUCKU aHECTe-
3UM W TIoNaJaHue BO3AyXa B OPIONIHYIO IIOJOCTH
IOJDXHEI OBITH IIPUHSATH BO BHUMaHME. [McTepoCcKOoIn-
YecKasl CTepUIN3allns C UCITOJb30BaHUEM YCTPOMCTBA
Essure (baiiep) MoOXeT OBITh aJbTe€pPHATUBHOM,
HO TaK:Xe acCOIIMMpOBaHa C Ba30-BaraJbHBIMU peak-
musmu [427, 429].

IIpepbiBaHMe O€peMEHHOCTH MOJKHO OCYIec-
TBIISITBCS TOCIIMTAIBHO, TTOCIC KOHCYJIBTAIINH C Kapauo-
JjoroM. Jlunaranusi U 3BaKyaluss OObIYHO O€30MacHBI;
HO TaK Kak mpocrarmadmuHel E1 1 E2 Moryr cHMXath
COCYIONCTOE CONPOTHBJICHNE W IIOBBIIIATH 9ACTOTY CEpP-
JIEYHOTO pUTMa, MoKa3aH TeMOJIMHAMMWYECKUI MOHMTO-
puHL IIpocTtarnmanauH F moBbilIaeT gaBieHUE B JIETOYU-
HOI apTepyuy U e€To cleayeT u3derars [427].
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Tabnuua 8

MoauduumpoeaHHas knaccudpukauus BO3 cepaeyHo-cocyamcTbiX PUCKOB A4S MaTepu: NPUHLMMbI U TPUMeHeHue

Knacc pucka
|

Puck 6epemeHHOCTU

HeT BbISIBNSIEMOro NOBbILLEHNS PUCKA MATEPUHCKOA
CMEPTHOCTY 1 HET/HEBONLLON prCK 3a601EBAEMOCTH

He60onbLLoe NOBbILIEHME pUCKa MATEPUHCKOW CMEPTHOCTM
VAN CpefHuii puck 3a601eBaeMoCTy

Mpumenenne npu FKMI

BonblnHCTBO XeHwmH ¢ TKMI: ot msirkoii fio cpeaHert OBTJTK; acuMnTOMHbIX npy
HaNM4YMK/OTCYTCBIN NEKAPCTBEHHON TEPANK; XOPOLLO KOHTPONMPYEMbIE apUTMIL;

HopMasbHaa cuctonnyeckas GyHkuma JK nnu markas cuctonmyeckas auchyHkumns JHK

1] CyuiecTBeHHOE NOBLILIEHWE pPUCKa MaTEPUHCKOM

CMEPTHOCTM UM BBICOKUIA PUCK 3a60/1€BAEMOCTH
VICKN04NTENBHO BBICOKMI PUCK MATEPUHCKOM CMEPTHOCTN
nnm TXENoN 3abonesaemMocTy; 6epeMeHHOCTb
npoTMBOMNoKasaHa

Taxénaa OBTJIX, cumntomartuka unm aputMmm, He CMOTPS Ha ONTUMaTbHOE NIeYeHNe,
cpenHss cuctonmyeckas ancdyHkums JHK

Taxenasa cuctonuueckas aucyHkums JIK, Taxénas cumntomHas OBTIDK

CokpaweHnus: BO3 — BcemvpHas opraHusaums aapasooxparerusi, TKMM — runeptpoduyeckas kapamommonatus, JIK — neebiii xenynoyek, OBT/IK — o6CTpyKums

BbIBOOQHOr0 TpaKTa 1eBOro Xesnynoyka.

11.3. JleueHune 6ecnnoams

HcKyccTBeHHOE OIUIONOTBOPEHUE MOXKET OBITh aCCO-
LIMMPOBAHO C 3aIep>XKOU KUIKOCTU M apTepUalibHOMN
1 BEHO3HOM TpomOoambosueii. [Ipouenypa, BO3MOXHO,
6e3omnacHa y xeH1IMH ¢ ' KMII 1 HU3KUM puckom, Ho €€
ciemyeT M30eraTh Y XKCHIOWH C CepacYHOM HETOCTaTOY-
HocThio 1 PI1, a TakKe y XKSHIIWH ¢ BRIPaKCHHOU TUTICP-
Tpodureid U pecTpUKTUBHBIM TUIIOM HamojHeHus JI2K
[427]. Tlpu paccMOTpeHUM TIpen-UMIIaHTallMOHHOM
reHeTryeckoi mmarHoctuku (cMm. Pasgen 6), pucku
HUCKYCCTBEHHOTO OILJIOMOTBOPCHMS TOJIKHBI OBITH IIPH-
HSTH BO BHUMaHUE.

11.4. MNMpekoHUenUMOHHOE KOHCYNbTUPOBaHUE

bonpmunacTBo XeHmuH ¢ ' KMII xopoiio niepeHo-
cAT OepeMeHHOCTh. IunepTpodupoBaHHBIA MaleHb-
KW JIEBHIH 3KeJTyTOoYeK B OOJBITMHCTBE CIIyIacB MOXKET
MPUCHOCOOUTHCS K YBEJIMYEHUIO 00bEMA LIMPKYIUPY-
foIIeil KpOBU 0€3 Upe3MEpPHOTO YBEIMICHUS TaBICHUS
HammotHeHNsA. HecKoIbKO ONMMCAaHHBIX CIIyIaeB CMEPTHU
MaTepH IIPOM3OIIIN, TJIaBHBIM O0pa3oM, Yy KCHIIWH,
KOTOpBIE MCXOMHO HAXOOWJINCh B 30HE OYECHH OOJIb-
moro pucka [430-432]. VxymmeHue Bo Bpems Gepe-
MEHHOCTH Yalll¢ BCET0 HACTyIAaeT Y KeHIIINH, KOTOPHIE
CTaly CHUMIITOMHBIMH 110 OepemeHHocT:n [431, 433,
434]. YacToTa cepliedHOI HETOCTATOYHOCTU pa3inda-
eTCSI B pa3HBIX MCCICHOBAHUSIX, HO, IIO-BUINMOMY,
0oJ1ee BEpOSTHO Y KEHIINH CO CHIKCHHON (PyHKIIUCH
JIK mo 6epemennoctn [431-433, 435]. IpanueHT naB-
JICHWsI B BEIBOIHOM TpaKTe JIEBOTO KEJIyIOYKa MMECT
TeHICHINIO K HEOOJBIIOMY ITOBBIMICHUIO BO BPEMSI
oepeMeHHOCTH, U Oosee BbicoKuii rpamueHT BTJIZK
OBLT aCCOLIMUPOBAH C OOJIBIITUM YHUCIOM OCIOXHECHUU
G6epeMenHocTu [430-432, 434, 436]. XKeHIUMHBI C HAPY-
MIeHUSIMN PUTMa, MMEBIIMMUCS OO OEpeMEHHOCTH,
b0ojiee BEpOATHO OYIYT MCHBITEIBATh MX M BO BPEMSI
o6epemennoctn [430, 436], HO MTOXOXe, 4TO OEpeMEH-
HOCTB caMa I10 ceOe He MOBHIIIAeT CYIIeCTBEHHO PHCK
aputMmuii [430, 432, 433, 436].

B nmeasre omeHKa pricKa TOJDKHA IIPOBOIUTRCS IO 3a4a-
THSI, WCHOJB3YT MOTU(PULMPOBAHHYIO KJIACCUDUKAIIIO
Bcemupnroii Opranuzanym 3apaBooxpaderus (BO3) [427].
bonsmmmmacTBo marmmenTok ¢ 'KMIT naxongarces B Kinacce 11
wi 111 BO3 (ta6:. 8) [427]. OcHOBaHMS I PEKOMEHIA-
mm 1ipotuB G6epemenHoctr (Kimace IV BO3) mmetrorcs
y KpaifHero MeHBIITMHCTBA CO 3HAYMMOo mucdyakimeit JI2K
wm Tsokémonn cumnroMHoir OBTJIK. bepemeHHOCTH
MOXKET CTaTh BO3MOXHOIT Ttocite Koppekuuu OBTJILK.

Dxokapauorpadus OOKHA BBIIIOJHITBCS IS
OIICHKM (DYHKIINHU KEITYIOYKOB, MUTPAJTBHON peryprura-
muu 1 OBTJIK. TecTsl ¢ pusmyeckoit Harpy3Koi (keja-
TeJIbHO, 10 OEpEeMEHHOCTH, WJIN Y aCUMIITOMHEIX Oepe-
MEHHBIX XeHIIH, 10 80% OT IpeacKa3aHHOIO MaKCH-
MAaJIBHOTO YaCTOTHI CEPACUHBIX COKPAICHIIT) BaXKHBI IS
OIICHKM (PYHKIIMOHAIBHBIX BO3MOXHOCTEI, OTBETa Cep-
JeyHOoTo puUTMa M aputmuii [427, 437]. IlnanupyeMoe
WCITOIb30BaHNE JICKAPCTBEHHBIX IIPEIIapaToOB W TMHAMM-
YecKoe HaOIIoAcHNEe BO BpeMs OCpeMEHHOCTH IOJDKHO
OBITb TIPEAMETOM OOCYKIAEHUS C XEHIIMHOW U €€ TMapT-
HEpOM 110 3auatus [427]. Meanko-reHeTHUYeCcKoe KOH-
CYJILTUPOBAHUE PEKOMEHIYETCSI BCEM KCHIIMHAM
¢ ’KMII (cm. Pa3pen 6).

11.5. BeaeHne 6epemMeHHOCTU 1 POAOB

Kenmumusl B Kitacce 11 BO3 noymkHbI 00cienoBaTbesa
Kaxapiii Tpumectp. KeHuuHbl B Knacce Il momkHBI
00cIIeI0BaThCS pa3 B OMUH-IBA MECSIIa B CIICHIMAIN3UPO-
BaHHBIX IIEHTPaxX ¢ MYJIBTHIUCIUTUIMHAPHON KOMaHIOMN
crneurannucToB [427]. BHuMaHue HOKHO OBITh HampaB-
JICHO Ha (DYHKIIMOHAJIBHBIN CTaTyC, 0OCTPYKITNIO BBIBOI-
Horo TpakTa JIK, aputMum M QYHKIWIO XETyIOYKOB.
DxoKapauorpadus JOKHA BEITIOTHIATHCS KaXXIbIil TPH-
MECTp, JU00 KOTIa IIOSIBJISIIOTCS HOBBIE CHUMIITOMEL.
PexoMeHpanMu Mo JIEKapCTBEHHBIM MpemnaparaM,
HCITOJIb3YEMBIM BO BpeMsI OEpEeMEHHOCTH, CYMMMUPOBAHBI
B Web tabmuue 6 [427]. Ecim mpemapar IOKeH OBITH
MpOIKMCaH, TO BO3MOXHOE BIMSHNE Ha IUIOA ITOJDKHO
OBITh TIPUHATO BO BHMMaHWe. OTHAKO M Bpad, W KCH-
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IIMHA TOKHBI MOHUMAaTh, YTO OTKAa3 OT IpUEMa JieKap-
CTBEHHBIX IIpPEIapaToB Ha BpeMsI OSpeMEHHOCTH MOXKET
CepbE3HO YTPOXKATH €€ 3MOPOBBIO, a TAKXKE IIJIOLY (HATIPH-
Mep, JIEUCHHE CEPBhE3HBIX KEIYIOYKOBBIX ApUTMHI
U aHTUKoaryiasgHTHas Tepanus nipu DPII). Humepecw
mamepu 004X4CHbL, 6€3YCA06HO, QOMUHUPOBAMND.

CrremyeT TIpomoJTKaTh TIPUEM [3-0JI0KaTOPOB, €CI OHK
VK€ MCIOJIb30BANINCH IO OEpEMEHHOCTH (XOTSI PEKOMEHITY-
€TCsI IIOBTOPHOE 00CTICIOBAHNE TSI YTOUYHEHUS MX HE00X0-
IVMOCTH), X TIOOOYHEIC OCHCTBHS, TaKKe, KaK 3amepikKa
pocTta, OpagrKapmus HOBOPOXICHHOTO M THIIOTIIMKEMIUST
OOBIYHO HETSDKEbIE M MOTYT ObITh KymupoBaHbl. [lpu
TIOSTBJICHUH HOBBIX CUMITTOMOB HEOOXOIMMO HAYaTh IIPUEM
[3-6;1o0katopoB [427, 434]. Hanbosee IMIMPOKO HMCIIOIB3Y-
€TCSI METOITPOJION; aTEHOJION He PEKOMEHIYEeTCS, TaK KaK OH
aCCOIIMMPOBAH C 3aIepKKOU pocTa. Koeda 6vt 3-610kamoput
HU ObLAU Npeonucavl, peKoOMeHOyemcss MOHUMOPUHE POCMA
11004 u COCMOSIHUSL HOBOPOICOCHHORO.

Bepanamun u guntuaszem kinaccuduipytorces FDA
Kak kimacc C, mosarasl, 9To WX IMOTeHUMAJIbHAs T0JIh3a
MOKEeT 0OOCHOBBIBATh MX MCIOJIB30BaHNE OepeMEHHBIMU
KEHITUHAMM, HE CMOTPS Ha ITOTCHIINAIBHBIN PHUCK.

Juzonupamud 0oadxceH UCNOAb308AMBCS MOALKO, ecau
NOMEeHUUANbHASI NOAb3A Nepeseuusaem pucku, mak Kak
npenapam modicem 6bl3b16amb COKpaujerus mamxu [438].

AMMOIAapOH TOJDKEH MCIOJIB30BAaThCS TOJNBKO B CIIy-
yasgx KpaifHeli HEoOXOOMMOCTH, TaK KaK OH oOjamaeT
CBOMCTBOM (DETOTOKCUYHOCTH, M €CTh PUCK TUPEOTOKCH-
KO3a IUToda, 3aiepKKHW pocTa M HeOJaroIpusTHBIC
HeBposiorndeckue 3¢ dexTsl [427, 439, 440].

ITpu mmoxoit mepeHocumoct PIT Bo BpeMst 6epeMeH-
HOCTH MOXKET 0€30ITaCHO MCITOJIb30BAaThCS KapINOBEPCHSI.
Tak Kak OBUIM OIMMCAaHBI HECKOJIBKO ClTydaeB (PeTaIbHOTO
IHCTpecca HEMEUICHHO II0CIe 3JIeKTPUIECKON Kapamo-
BepCUM, 3Ta IIpoIlemypa IOJDKHA BBITIONHSATHECS TOJIBKO
B CTallMOHape, BO3MOXHOCTSIMHN KapIHMOMOHUTOPUHTA
M DKCTpEeHHOTro KecapeBa cedyeHus [441]. TepareBtude-
CKasl aHTMKOATYJIAINS ¢ HU3KOMOJICKYISIPHBIMA TeTIapy-
HaMM WU MOHUTOPUMHIOM aHTU-(aKTOp-Xa (MakKCHUMallb-
Hblil aHTU-Xa ypoBeHb 0,8-1,2 U/mi uepe3 4-6 ydacoB
II0CJIe BBEIEHMSI) B IIEPBOM TPUMECTpPE, U ¢ 36-011 Hemenu
no pomoB — nanbo VKA BoO BTOpOM U TpeTheM TpUME-
CTpax — PEKOMCHOYIOTCS TPH IAPOKCH3MAIBHBIX WU
nepcuctupyomux dhopmax PIT [427]. HoBble opallbHBIC
AHTMKOATYJISIHTHI (HalpuMmep, mTaOuraTpaH, pUBapoOKca-
0aH) He peKOMEHIOBAaHBI, TAK KaK ObIIa ITOKa3aHa TOKCUY-
HOCTh Ha XWBOTHBIX, a JaHHBIX Ha YeJOBEKE HEIOCTa-
touHo. Ecam ecTb mokaszaHMsI, BO BpeMsl OepeMEHHOCTH
JIOJDKHA OBITH TTPOBEICHA MMILIAHTALINST BOOUTEST PUTMA
mwm MK]JI, eciim Bo3MOXHO, TToJ KOHTpoJieM Y3U.

ILnanupoBath poasl caenyeT B KOHIIE BTOPOrO TpUME-
cTpa C yJacTHMeM MYJBTUAUCHUILIMHAPHOM KOMAaHIIBI.
ILranoBOEe DM3MOIOTIIECKOE pOIOpa3peIlcHIe, B 1IETIOM,
MIPEAITOYTUTEIbHEE, XOTS IJISI aCMMITOMHBIX SKCHIIMH
C MSITKAMM TIPOSIBJICHUSIMA 3a00JIeBaHMSI MOXKHO paccMa-
TPUBATH U CITOHTaHHBIC ponbl. KecapeBo ceueHme BHITION -

HSIETCSI, TTIAaBHBIM 00pa30M, 110 aKyIIEPCKUM MOKA3aHUSIM,
HO IOJDKHO TaKKe pacCMaTpUBaThCA IS IMAIIMEHTOK
¢ Tsxénoit OBTJIK, mnpexneBpeMeHHBIMH pomaMu
Y TIOJTy4YaIONINX OpaJbHbIC AHTUKOATYIISTHTHI, WU C TSKE-
JIOI cepIeyHON HEeTOCTATOYHOCTBIO. DIHAYpabHAS VIIA
CIIMHAJIbHAST aHeCTe3UsI ITOJIE3HBI IS CHIDKCHUS OOJr
M CcTpecca, HO IOJDKHBI MCITONB30BAaTHCS OIPAaBIaHHO,
YTOOBI M30eXaTh Ba3OMWIATAIMMA W THIIOTCH3WH, OCO-
6enno npu Hammuum Tsokénoii OBTJIK. OmnokpaTHas
CIIHaJIbHAS aHecTe3MsI He moKa3aHa [427, 442]. Bo Bpems
POIOB CJIEAYeT IPEIYCMOTPETh KapAMOMOHUTOPHHT IS
MAIMEHTOK C BEICOKMM PUCKOM Pa3BUTUS apuUTMUIA [434].
OKCHUTOIIMH CJIeAyeT WCITONB30BaTh B BUAC MEUICHHOM
WHQY31H, 9TOOB! M30eKaTh TMITOTCH3NH Y TAXUKAPIHH.

B cBs13U ¢ BBICOKMM PMCKOM OTEKA JIETKUX B CBSI3U
C HU3MeHEeHMEM o0bEéMa LMPKYJIUPYIOLIEH XUAKOCTU
ToCJIe POIOB, TpeOyeTcs KIMHUYCCKOe HaOIIOICcHUE
B TeyeHue 24-48 gacoB [427]. Bo Bpems (pusnonornue-
CKMX pOAOB HET HeoOxoaumocTu neaktuBupoBath MKJI.

PekomMeHaauum no penpoayKTUBHLIM BOMPOCaMm
ONS XEHLWUH ¢ runeptpoduyeckon kapanomuonaTtumen

Cebinki®
427, 428

YDOBebe
C

Knacc®
|

PekomeHnpauus

OueHka p1cka n KOHCYNbTUPOBaHWE
rokKa3aHbl BCEM XEHLUMHAM [0 HACTyneHust
6epemMeHHOCTH.

KoHcynbTpoBaHue no 6e3onacHoii 427,429
1 3P PEeKTUBHON KOHTPALLENLUMM NOKa3aHO
BCEM XEHLUMHaM GepTUNLHOro BO3pacTa.
KoHCynbTMpOBaHMe B OTHOLLIEHUM pucka | 427
nepepfayn 3abonesaHns NokasaHo BCeM
MYXHMHAM W XEHLLMHAM [0 3a4atvis.
JKeHLuyHbI, NpUHUMaBLLKe B-61oKaTopsbl lla 427,434
(MeTonponon NPeanoYTUTENEH)

110 6epEMEHHOCTM [OMKHBI MPOA0NXATb UX
Nprém.

B-6n0kaTopbl (MeTONposnon 427,434
NpeAnoyTUTENEH) cneayeT HavaTb

NPUHUMATB XEHLLMHAM, Y KOTOPbIX

CUMMNTOMbI Pa3BMBAIOTCS BO BPEMSI

6epeMeHHOCTU.

Korpaa 6bl HY BblIN HAa3HAYEHbI 427,434
B — 6nokaTopel, pekomeHayeTcst
MOHUTOPWHI POCTa M1ofa U COCTOSIHNA
HOBOPOXAEHHOTO.

MnaHoBOE (MHAYLMPOBAHHOE) 427
$usmonornieckoe pogopaspeLLeHme

PEKOMEHLYETCS B Ka4eCcTBe NepBoro

BbIOOPa A/ BCEX MaLMEHTOK.

TepaneBTuyeckas aHTUKoarynaums 427
¢ HMT nnn aHTaroHnctamm ButammuHa K,
B 3aBMCKMOCTY OT CpoKa 6epemeHHocT|/|d
pekomeHzyeTcs npu Gubpunnaummn
npescepaui.

Mpu nepcucTrpyioLein dubpunnsaumm lla 441
npeacepamnii cnepyeT paccMaTpmBaTh

KapA1OBEPCHIO.

o b
Mpumeyanme: ° — KNacC PeKOMEHAALNIA,  — YPOBEHb [IOKA3ATENLHOCTH, © — CCbiM-
d
Ky, NOAOEPXUBAIOLLME YPOBEHb 10KA3ATENBbHOCTH, — [ETan CM. B TEKCTE.
Cokpauyenune: HMIN — HU3KOMONeKynsipHblii renapuH.
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Tabnuua 9

KnuHunuyeckue npusHaku, nomorawowume B guddepeHunanbHOm AuarHocTuke
MeXAy rmnepToHNYeCcKUM cepauem u runeptpoduyeckon kapamommonaTmnein

KnuHuyeckue npusaHaku B N0nb3y TONIbKO TMNEPTEH3UMN

HopmasbHas 12-kaHanbHas K nam n30a1poBaHHbIi yBeNMYEHHbI BONbTaX 683 aHoManuin penonspusaummn

Perpecc T1X B Teyerme 6-12 mMecaLes TLaTenbHoro KOHTPOAs CUCTOAMYECKOrO KPOBSHOTO AasneHma (<130 MM pr.cT.) [466]

KnuHuuyeckue npuaHaku B nonb3y runeptTpoduyeckoin kapanommonaTum
CemeitHblii aHamue3 TKMIM

lvnepTpodus NnpaBoro xenynoyka

MosaHee ycuneHne curHana ragosimHnug B MecTe CoeiMHeHNs C npasbiM Xenya04KOoM 1K N1I0KaIM30BaHHOE B CErMeHTaX C MakCMallibHbIM YTOJILLEHNEM CTEHKU

K Ha MPT
Yronwienne cterku JDK 215 mm (6enble); 220 MM (4epHble)
Taxénas amactonmyeckas AnceyHKUMS

BbIpaXeHHble aHOManuu penoaspusaLym, HapyLieHst IPOBOAUMOCTY Unn Q-BoAHbI Ha 12-kaHanbHON K

Cokpauwenus: KM — runeptpoduyeckas kapgmnommonatus, MK — runeptpodus neBoro xenynodka, JK — neblit xenyaoyek, MPT — MarHMTHoO-pe3oHaHcHast

Tomorpadusi, MK — npasbiit xenynoyek, 9K — anektpokapavorpadus.

12. Oco6ble cnyyam
12.1. AnarHocTtuka runeptTpodpuryeckomn
KapanomMmumonaTtum y CnopTtcMeHoB
duznonornyeckast aganTaluus K peryIsIpHbBIM UHTCH-
CHBHBIM CITOPTUBHBIM Harpy3kam accoummpoBaHa ¢ OKI
MIPOSIBICHUSIMHU, KOTOPBIE OTpaXkaloT IIOBBIIICHUE
BaraJbHOTO TOHYCa, yBeJIMUCHUEM pa3Mepa KaMep cepalia
" yBeIWdeHNe ToMmuHBI M Macchl JIZK [443]. Bo3moxk-
HOCTb JocToBepHO nuddepernumponats 'KMII u Hop-
MaJIbHBI 3(GEKT TPEHHMPOBOK OYeHb BaKHA, TaK Kak
HEBEPHBI TMArHO3 UMEeT JaJeKO MAYIINE TOCICIACTBIS
IJIST CaMHUX CIIOPTCMEHOB M I MX CeMel, TakkKe KakK
W JUISI CIIOPTUBHBIX OpraHW3allMii M IJis OOIIecTBa
B IIeJIOM. BBIIM omMcaHbl HECKOIBKO KIIMHUICCKUX TIPH-
3HAKOB, KOTOPBIC OTIMYAIOT (DM3MOJIOTUICCKYIO THUTICP-
Tpo®dUIO OT IMaToI0oTUUIeCKOI [444, 445], HO 3aTPYTHCHMS
MOTYT BO3HUKHYTH B CJIydae JIUI C IOTPAaHUYHON WU
msarkoii I'JIDK [446]. B orcyrcTBre BaauayMpOBaHHOTO
“3omoToro cranmaprta”, nuarHo3 'KMII y cnopTcMeHOB
TpeOyeT BKIIIOUCHMST OOJIBIIIOTO YMCIa pa3IMIHBIX TTapa-
METPOB Pa3INIHONM IYBCTBUTEIBHOCTH M CIICIIU(PHIHO-
ctu. B Web Tabnuiie 7 cyMMUpoOBaHbI MPU3HAKU, KOTO-
peie iomorawT guddeperiuponats ' KMII u ¢pusnono-
rudecKyto rureptpodmio JIZK, BEI3BaHHYIO GU3MICCKIMU
Harpy3kKaMu, M KOTOpbIe HamboJiee IMOAKPEIUICHBI OITy-
OJIMKOBaHHBIMU JaHHBIMH [59, 445-460].

12.2. lunepTeH3usd

B xnmmHWYeCKON MpaKTHKEe MOXKET OBITh HEIPOCTO
mpoBecTH IUMGEepeHINANBHYI0 OHATHOCTUKY MEXIY
TUNEPTOHUYECKOW 00JIE3HbIO CEPALIa C OMHOW CTOPOHHI,
u ¢ 'KMII, accouunpoBaHHOI ¢ CUCTEMHOI TUIEPTEH-
3ueit, ¢ apyroil. Perpecc TJI2K B mpoiiecce nedeHuUs
TUTIEPTEH3UNU TPOTUBOpeYUT auarHosy ['KMII,
HO oOpaTHOe HeoOs3aTesIbHO BepHO [461-466]. Kimmnu-
YeCKHe OCOOCHHOCTH, KOTOPBIC TO3BOJISIOT IIPEATIOINO-
xuTh nuarto3 'KMIT y mauueHToB ¢ runepTeH3uen cym-
MHPOBaHBI B Ta0MIIE 9.

12.2.1. Busyanusauus

IToBeiieHHass macca JIK, ompenensemast ¢ momo-
o DxoKI, npucyrcrayer y >30% mauyeHTOB ¢ TUIep-
toHueil [467]. Ha crereHb runeprpoduu BAUSIOT STHU -
gecKas IIPUHAIJICKHOCTh, HEMpOTyMoOpalbHBIC (DaK-
TOPBI U reHeTudeckue BapuaHThl [468-470]. B menowm,
MaKcuMaJjbHas ToaiuHa ctreHku JIZK Oonbiie y 607b-
HbIX ¢ HecoMHeHHOI ['KMII, HO mapameTpsl nepeKphbl-
BaIOTCS MEXOY STUMU OBYMSI COCTOSTHUSIMU [471-473].
Y OonbIIMHCTBA MALMEHTOB ¢ TuneproHnueckoi I'JI2K
MaKCHMajbHas TOJIINHA MEXCKeITyIOYKOBOM ITepero-
ponku <15mM [474-477], HO y YePHBIX ITAIIMCHTOB (0CO-
OCHHO, €CIIN eCTh XpOHWYEcKasa 00JIe3Hb ITOYEK) MaKCH-
MajJbHasl TOJIIIMHA MEXIKEIYIOYKOBOM IeperopoaKu
HepeIKO HaXOOUTCs B nuama3oHe oT 15 go 20 mm [478].
[To3mHee ramoMMHNEBOE YCWICHUE OIMMCAHO B CpeaHEH
YacTH MHOKapaa W 3MUKapAe 1 IIpHA TUTIICPTOHNY, U TIPA
I'KMII [136], #o ipu 'KMII ecTh TeHIEHLIUS K €T0O
JIOKaJIN3allni B CETMEHTE C MAKCHMMAaJbHOU TOJIIMHOK
n B Mecte npuMbikanusa 1K [136]. AHagormyHo, XoTs
NHMACcTOJIMYeCKre aHoManuu v aunarauus JIIT HaGmona-
orcst u ipu 'KMII u npu runeproHuu, TsoKEnast aua-
cronmueckass IUCOYHKIOUS Oojice XapaKTepHa IS
I'KMII. [donmiaepoBCKOoe uccleIOoBaHME MHUOKapaa
¥V BU3yaIM3allMs IPU HArpy3Ke MOTYT IIOMOYb Pa3Jiv-
qyuTh ABa coctossHus [479, 480]. OBTJIK mokos mnn
WHOYIWPOBaHHAS HArpy3Koll MOXKeT HAaOJNIomaThCA IPHU
TUTICPTCH3UU U HE SIBIISICTCS TMATrHOCTHYECKUM KPHUTE-
puemM [481, 482].

12.2.2. dnexTpokapauorpamma

Ha 12-kananpHoii DKI BombTaxk, XapakKTepHBIN IS
'K, Ha6mongaetcs y 10-20% runepreH3MBHBIX aLEH-
toB ¢ I'JIZK, Ho, 1o KpaliHeil Mepe y OeJbIX, CYIIECTBEH-
HBIC HAPYIICHUS PEIIOIIPU3AIINN, HAPYIIICHMS IIPOBOIM -
Moct 1 Q-BOJHBI HedacTel [68, 467, 467, 483, 484].
OuobpmwIansa TpeAcepanii XapakTepHa UII 00OMX
COCTOSTHUI, BCTPEYasiCh MPUOIM3UTEIIBEHO Y TPETH Tall-
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eHToB. ZKenynoukoBas akctpacucronausa u HY2KT Bcrpe-

yaiorcs 10 30% mauueHTOB ¢ TUIEPTEH3UEM, OCIOXHEH-
Hoit 12K [485-487].

12.3. U3onupoBaHHaa 6a3anbHaga centasbHas
runepTpodus (curmoBuaHasa neperopogka)
Y BO3pPaCTHbIX NaUuNeHTOoB

Y HEKOTOPHIX BO3PACTHEHIX MAIMEHTOB HAOIIOmMaeTCs
HeOosblIasgs 0Oa3anbHasg TUNEepPTpodUs IEepPeropoaKu
(1HOTHA OomMCHIBacMasl, KaK CUTMOBHMIHAS TIEPETOpPOIKa
WIA CENTaJIbHBIA BBICTYIT), aCCOLIMMUPOBAHHASI C MaJIBIM
yr10M (OOTBIINM MCKPUBIICHIEM ) MEXKITy a0PTOI 1 ITOJIO-
ctbio JIZK. Y MHOrMX MMeeTcsl B aHaMHe3€ TUNepTeH3us,
W y 9YacTH OOJIBbHBIX HaOMIOmaeTcs KaTbIIM(PUKAIIHS
KOJIbIIa MUTPAJIbHOTO KJlanaHa. Hebosbimoe uncio gaH-
HBIX CBUIETEIBLCTBYIOT O HEOOJBIIIOM BEPOSITHOCTH TOTO,
YTO 3TOT BapMaHT PEMOICIMPOBAHUS CepAlla WMeeT
CEeMEITHBIN XapaKTep WM O MYTaIlMX B TEHAX CapKOMEp-
HBIX 0eJIKOB [488]. Bajcho 3nams, ymo Hekomopwie nayi-
enmbl ¢ eunepmpodgbueli 6azanrvHOU uacmu nepezopooKu
CMAHOBAMCA CUMNMOMHBIMU NPU  PU3UUECKOU Hazpy3Ke
ecaedcmeue undyuupyemoit OBTIIK, u um 0oaxcrol 8binon-
HAMbCA HAepy304Hble Npodbl U cmpecc-3xoKapouoepagusi,
no moii Hece cxeme, umo u 60avHbiM ¢ Hecomuennoi TKMIT
[489, 490]. PexomeHmanuu 1Mo CEMEWHOMY CKPUHUHTY
B 3TOI1 TPYIIIe HEOTHO3HAYHBI, HO CIIEIyeT PYKOBOICTBO-
BaThCsl €r0 3HAYEHUEM ISl WIEHOB CEMbU U HATMYMEM
MIPEIITOIOXHUTEIBHBIX CUMIITOMOB Y POICTBEHHUKOB.

12.4. OnarHocTuka u neyeHune 6onesHemn
KJ1anaHoB Yy NaLMeHTOB C rmnepTpodpuyeckomn
KapgmomuonaTuen
12.4.1. Bone3Hu aopTanbHOro KnanaHa

B orcyrctBuu cemeiitHoro aHamHeza I'KMII wiu
n3BectHoi [ KMII no nmarHocTnku 3HaYMMOro 3aboJiie-
BaHWS a0pTaJIbHOTO KiIamnaHa, nuddepeHInaIbHasT 1ra-
THOCTMKA MEXIY aOPTaJbHBIM CTEHO30M C TSKEIOMU
ITIXK, ¢ ogHoit ctoponsl, u 'KMII, accounrpoBaHHOM1
¢ JereHepaleil aopTaabHOrO KJlaraHa, C IPYroil cTo-
POHBI, MOXKET IIPEACTABISATh TPYTHOCTH, OCOOCHHO Y BO3-
pPacCTHBIX OOJBHBIX C THUICPTeH3WEH. B 1eoM marrepH
1 TSKeCTh pemonenupoBanus JIK mmpu aopTaabHOM CTe-
HO3¢ C1ab0 KOpPEeIMpYIOT C BHIPAXXEHHOCTHIO CTEHO3a
xianaHa. Ot 20% no 30% ciy4yaeB UMEIOT aCUMMETPUY-
HBII HATTepH YTOJIICHMUS CTCHKU, XOTsI CTEIICHb TUIIEP-
TpodrM OOBIYHO OTHOCUTENLHO MsrKas (TOJIIIMHA
creHKH <15 MMm) [491, 492]. TommmHa creaku JIZK >15 MM
ObL1a OTMEYEHa Y BO3PACTHBIX MALIMEHTOB B MaJIbIX IPYII-
nax HaOMIOAEeHUSI, KOTOPLIM ObLIO BbINOJHEHO MPT
cepaua [450]. TlepemHee cucTOIMYEeCKOEe ABUKEHUE
n quHammdeckasgs OBTJI2K otMedanmch y 60IBHEIX C a0p-
TaJTbHBIM CTEHO30M W 3aTPYIHSUIA TOYHOE HM3MEpPEHUE
rpagreHTa Ha KiamaHe. JIedeHre aopTaJbHOTO CTEHO3a
JTIOJKHO TTPOBOIMTHCSI B COOTBETCTBUU ¢ PyKoBOoACTBaMM
ESC [493]. ¥V OOXBHBIX C aOPTAJBHBIM CTCHO30M 0e3
NIUHAMMYECKON OOCTPYKLUMHU TpeorepaTUBHO, CENTajlb-

Hast MUOSKTOMUS SIBJISICTCSI TUCKYCCUOHHOU M HE PEKO-
MEHOYeTCs IJISI pYyTUHHOTO BBIIOJIHEHMS [494].

Ho tpetn 6onbHbIX ¢ TKMII nMmeroT msarkywo AoP,
BO3MOXXHO, Pa3BUBAIOIIYIOCSI B pe3y/IbTaTe BHICOKOM CKO-
POCTBIO TOKA KpoBM B BbIBogHOM TpakTe JIXK [495, 496].
AoP ot cpegHeil 10 TSKENION cCTereHM HaOIIomaeTcst
Topas3mo pexke M OOBIYHO CBSI3aHA C IIEPBUYHBIM 3a00J1¢-
BaHMEM CTBOPOK aOPTaJIbHOTO KJIallaHa VUIM OYTH aOPTHI
Wi WHQPEKIINOHHOrO 3HmokapauTa [497]; Korma oHa
Habmomaetcs y mamueHToB ¢ OBTJLK, B KauecTBe mpu-
YUHEI cllenyeT uckmodaTh He-I1CJ-omocpemoBaHHBIC
MpUYMHBI, TaKue, KaK cybaopTaibHasi MemOpaHa. Aop-
TaJIbHASI PETYPTUTALIMS MOXKET TaKKe pa3BUBATHCS TOCIIE
CEITAJIbHOT MUO3KTOMUM, OCOOCHHO Y IeTeil M MOJIOIBIX
momeit [498, 499]. Tsxecth AoP criemyer olleHMBATH
B cooTBeTcTBUM ¢ PykoBoactBamm ESC, ¢ m3ydeHmeM
aHATOMMWH KJIallaHa, pa3Mepa IyTH ¥ BOCXOISIIETO OTaesa
aopThl U APYTUMX KAaY€CTBEHHBIX, MOJIY-KOJMYECTBEHHBIX
¥ KOJIM4eCTBeHHBIX IapameTpoB [500]. Pasmep monoctu
JIK He siBasieTcst Hag€XKHBIM MapKEpoM TskecTu AoP
npu 'KMII.

12.4.2. 3a6oneBaHng MUTPaNbLHOIO KjlanaHa

AHOMaAnIMM MUTPAIBLHOIO KJIallaHa, BTOPUYHEBIC
nmo otHomeHnio K OBTJIK, obcyxmamicek B Pasmerne
9.1.3. OneHka BpOXIEHHBIX aHOMAJIHNN MUTPAIbHOTO
KJIaITaHa MOXKET OBITH CJIOKHOI B mpucyrcTBru OBTJIK,
KoTOpas cama I10 ceb¢ MOXKET BBI3BIBATh MUTPAJIBHYIO
peryprutannio. OOBIYHO UCITOJIb3YeTCS MHTETPATUBHBIHN
noxaxond, B coorBercTBUM ¢ Pekomenmanmssmu EACTS.
(ESC/European Association for Cardio-Thoracic
Surgery) mo Je4YeHWIO KJIallaHHON OOJIE3HM Ccepila
[493], omHAKO OH MMeeT HEKOTOPEIe OTPaHWUYCHUS TIPU
T'KMII B cBsizu ¢ TeM, yTo nojocTs JIZK yacTto Maina,
ITaxke B MIPUCYTCTBUHU TSLKEIIOM MUTPAILHON peryprura-
UKW, U OOBIYHBIC KOJIMYCCTBEHHBIC M ITOJYKOJHMIECT-
BEHHEBIC JOITUICPOBCKIE ITapaMeTphl He BaIUIUPOBAHBI
Ha mauyenTax ¢ OBTJIK. B 1ienom, KomyecTBEeHHEIE
W3MEPEHHUS aHATOMUM KJlallaHa — IIPOIOKUTEIBHOCTD
¥ OBET JONIUICPOBCKUX BOJIH, B KOMOMHAIIUM C pa3Me-
pom JII1 u oueHKoIl gaBieHUS B JETOYHON apTepuu
6osee moje3Hsl. B Hekoropelx ciydasx TII-DxoKI
MOXET OBITh TOJIe3HAa B OIIPEIEICHUH MeXaHW3Ma
¥ TSDKECTH MUTPAIBHOM peTypruTaIvm.

12.4.3. Npodunaktuka aHpOKapANTa

MNHDEeKIMOHHBIN 3HIOKAPIAT IPAKTHIECKUA OTrpa-
HUYEH OOJBHBIMU C OOCTPYKIIMEil BHIBOZHOTO TpaKTa
JI2K, ocobenHo TeMH, y Koro ecThb amiaTtamus JIIT [501].
3abonmeBacMOCTh WMHQEKIMOHHBIM 3HIOKAPIUTOM
y mamueHToB ¢ OBTJIXK cocrasnser 3,8 Ha 1000 gemo-
BEKO-JICT, MU BEPOSITHOCTb SHIOKAPAWTA COCTABIISICT
4,3% B Teuenne 10 yleT JMHAMWYECKOTO HAOIIONEHUS
B OoubIoii Tpymnie HaomoneHusa [501]. IToBpexneHue
SHIOKAapAa dYallle BCETO pa3BUBACTCS Ha YTOJIIEHHOM
MepemHel CTBOPKE MUTPAJIBHOTO KJTallaHa WM TIPYIIC-
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Tabnuua 10

0G6wume pekoMeHgaLMmn No 00pa3y XNU3HU ANS NAaLUEHTOB ¢ runepTpoduyeckoil kapauommonaTumein

O6nactb
Harpysku

JlneTa, ankorosb 1 BEC

KypeHwve

CekcyanbHas aKTVBHOCTb

JlekapCTBeHHbIE
npenaparsi

BakuuHaups
BoxpaeHue

MpodeccunoHanbHas
0eATeNIbHOCTb

Otnyck 1 cTpaxoBaHue
B NMyTELLIECTBUSIX

CTpaxoBaHue X13Hn

BepemeHHOCTb
1 NETOPOXAEHNE
O6y4eHve

O6Lume pekomMeHaumnm

MauueHTsl ¢ FTKMIM gonxHbl n3beratb COPEBHOBATENBHOIO CNOPTA, HO AOMKHBI NOLAEPXMBATH 06bIYHbIN 06Pa3 XMU3HM
PekomeHaaLmMm No 0340POBUTENBHOM aKTUBHOCTU AOKHBI BbITb OCHOBaHbI HA CUMMNTOMATHKE U PUCKE CBSI3aHHbIX C 3ab0neBaHneM
OCNOXHEHWI, BK/IOYAA PUCK BHE3ANHOW CEPAEYHOV CMEPTU

MauyeHToB CneayeT NOOLLPSATL NOAAEPXVBATb 3A0POBLIA UHAEKC MACChl Tena

Bonblune 06bEMBI NALLM MOTYT BbI3biBaTb 60U B rPYAHON KeTke, 0cobeHHOo y naumeHToB ¢ OBTJDX. Yactoe Apo6HOE nuTaHe MOXeT
BbITb PeLIEHEM NPOBEMBI

Crnepyet nsberatb germapatauym v npuéma 60MbLIoro KoMYecTsa ankoronsi, 0co6eHHo y nauyeHTos ¢ OBTJDK

3anopbl — YacTbli NOBOYHBIA 3P PEKT Bepanamuna/ansonnpammaa, 1 JOMKHLI KOHTPOAMPOBATLCS AWETON 1, v He0BX0AUMO,
cnabuTenbHbIMM CPEACTBAMU

HeT faHHbIx, nokasbiBatoLLyx cBs3b TabakokypeHus u FTKMIT, Ho naumeHTam creayeT NpeaocTaBnsTh 00LLy0 MHGOPMALMIO MO prckam
[LNS 300POBbS, CBA3AHHLIM C KYPEHUEM, NPW HanM4unmn, MHGopmaumio 06 0Tkase OT KypeHus

Y nauyeHToB JomKHA BbiTb BOSMOXHOCTb 06CYANTH UX COMHEHWS B OTHOLLEHWUW CEKCYabHOM akTUBHOCTW. BeCrnokoincTBo

1 [enpeccum nocie YCTaHOBEHWS AMarHo3a BCTPEYAoTCs YacTo, M HEKOTOPbIE NALMEHTbI MOTYT BbpaXaTb YYBCTBO BUHbI, CBSI3aHHOE
C reHeTUYecK M AMarHo3oM Mav CTpax nepenatb 3ab0neBaHVe AeTaM

MauyieHTam cnegyet 3HaTb O BIUSHUM IEKAPCTBEHHbIX MPENapaToB Ha UX CEKCYabHYI0 akTUBHOCTb

B uenom, nauvextam cnegyet uaberatb uHruGutopos PDE,, ocobeHHo ecm ectb OBT/DXK

MauneHTam cnefyeT 3HaTh 00 VX N1eKapCTBEHHbIX Mpenapartax, Bkoyas noTeHumanbHble no6oyHbIe AECTBUS U B3aUMOLENCTBUS
Mexny Ha3HayeHHbIMU NpenapaTtamu, 6e3peLenTypHBIMU NpenapaTtamu v ApYruMy BUAAMUN NIeHEHNs!

lMpv BO3MOXHOCTH, NauyeHTam cnesyet usberatb nepudepuyeckmx Ba3oLmnatatopos, 0cobeHHo ecnm ectb OBTIIK

B oTCYTCTBYE NPOTMBOMNOKa3aHWIA, NaLMeHTaM CleayeT COBETOBATb XErofHyio BakLyHALMIO OT rpunna

BoNbLWMHCTBO NAUMEHTOB MOTYT NOyYaTh 00ObIYHbIE BOAUTENLCKME MPaBa U MOTYT NPOLOXaTb BOAWUTL MALLMHY, ECIIN TONBKO Y HUX
HET 6ECMOKOSLLMX U MHBANMANSVPYIOLLMX CUMITOMOB

PekomeHaaLmMm No BOXAEHWIO TSXXENOro TpaHCNopTa U NepeBo30K NIOAEIN [OMKHBI COOTBETCTBOBATH MECTHOMY 3aKOHOLATENbCTBY
Bonee petanbHble pekomerzaumy no soxaenuio ¢ MK cm. B Pykosoactee EHRA [504] 1 MeCTHbIX 3aKoHax

BonbwmnHcTBO 60MbHBLIX ¢ FTKMI MOryT npoonxats nx 06bI4HYI0 paboTy. BnusHue Tsxénoi pydHoit paboTsl, kKoTopast Tpebyet
60nbLLUMX PUINHECKMX YCUNUIA, CnepyeT 06CyaAnTb C COOTBETCTBYIOLLMM CreLyanMcToM

[Insi HEKOTOPBIX BALOB AESTENLHOCTH, TaKVX, Kak NUNOTUPOBaHWE, BOEHHAS 1 HEOTIOXHAS CyXObl, CYLLLECTBYIOT CTpOrme
OrpaHnyeHns

Bnusitme reretuyeckoro avarHoda FKMI Ha coumanbHyio 1 GUHAHCOBYHO XW3Hb AOMKHO 6biTb 06CYX/AEHbBI C POACTBEHHUKAMM
60/1bHbIX 0 NPOBEAEHNS KTMHUYECKOrO MW FEHETUYECKOTO CKPUHUHIA

BOMbLWIMHCTBO aCYMMNTOMHbIX MALMEHTOB 1 C MSITKOI BbIPAXEHHOCTLIO 3a60n1eBaHMs MoryT 6e30nacHo coBepLuaTb nepenétsl. bonee
[eTanbHble pekoMeHaaLmmn cM. “CnopT 1 nepenéTbl 41s NaccaxmpoB C CEPAEYHO-COCyaMCTbIMI 3aboneBaHusmm” [505]

CTpaxoBble KOMMaH1M MOryT 6paTh AOPOXe 3a CTPAaXOBaHWeE B MyTELLECTBUAX. B HEKOTOPLIX CTpaHax nauMeHTCkue opraH3aLmumn
MOryT fiaBaTb creumduieckue pekoMeHaaLmMm no BbIGOPY ONTUMaNbLHOro BUAA CTPAaxXOBaHWS

[JvnarHo3 FTKMI MoxeT NpmBeCTy K 3aTPyAHEHVSIM MOTYYEHUS CTPAXOBaHUS XM3HW UM UNOTEYHOro kpeauTa. CnesyeT AaBaTb COBEThI
nauveHTam B COOTBETCTBUM C 3aKOHOAATENbCTBOM, UMEIOLLMMCS B KaXAO0W CTpaHe

Cwm. Penpognykums v koHTpauenuus (Pasnen 11)

Yyutensim u pyromy nepcoHany cneayer Aasatb PEKOMEHAALMMN U MMCbMEHHYI0 MHpOopMaLIMio 06 0cobeHHOCTsX aeTeld ¢ TKMI
B oTcyTCTBME CUMNTOMOB U (HaKTOPOB pPUCKa LETAM CliefyeT paspeLlnTb y4acTBoBaTb B GU3NHECKON aKTUBHOCTY Ha BO3AYXE

0T HeBONbLUOW A0 CPpeaHelt akTUBHOCTU, B COOTBETCTBUM C PEKOMEHAALMAMM WX Kapayonora

[JeTu ¢ TpyAHOCTIMU B 06Y4EHUM 1 ApYrumMu cnieumdrieckumMm noTpeBbHOCTSMM JONXKHbI ObiTb 06€CneYeHbl BCEM HEOOX0ANMbIM

Cokpauwenus: EHRA — European Heart Rhythm Association, PDE5 — dochoamactepasa 5, F’KMIM — runeptpoduyeckas kapanommonatus, UK, — nmnnaHtupyembiii
kapavosepTep-aedudbpunnatop, OBTIDK — 06CTpyKLMS BLIBOAHOTO TPAKTA IEBOMO Xenyaouka.

raionieil MOBEpXHOCTH ITPOKCHUMAJIBHOM J4acTH MEXKKe-
JIymOo4YKOBO# Teperoponku [497, 502]. Kak u y manueH-
TOB C KJAaITaHHBIMU ITOPOKaMM, OOJbIIOE 3HAUCHUE
WMeeT TUTHEHA MOJIOCTH pTa, HO PYyTUHHAS MIpodIIak-
THKa aHTUOMOTMKAMM IS ITallMEHTOB C TPagdeHTOM
nIaBjieHUS B BEIBOMHOM TpakTe JIXK He pekomeHmoBaHa
[503]. IIpodmmakTnKy aHTHOMOTUKAMHU CJIEIyeT pac-
CMaTpUBAaTh IIPH IPOIIeIypax BEICOKOTO PHUCKa Y OOJb-
HBIX TIPOTE3MPOBAHHBIMU KJlallaHAMH CepAlla WiId
C TIPOTE3HBIMU MaTepHalaMM, MCIOJIb30BaHHBIMU TIPU
IUTACTUKE KJIAIIAHOB, MMEIOIINX SHIOKAPAUT B aHAM-

He3e WX BPOXIEHHBIC TTIOPOKU Cepiilia, B COOTBETCTBUU
¢ PykoBomctBamm ESC/EACTS 1o je4eHMIO KJlammaH-
HBIX Ooe3Hel cepama [493, 503].

13. XXu3Hb ¢ kapguommonaruein: pekoMmeHaauum
nauyueHTtam

boabmmmHcTBO moaeii ¢ TKMII BenyT HopManbHYIO
¥ TIPOAYKTUBHYIO KU3Hb, HO Y HEOOJIBIIIOTO YK CIIa Pa3BH-
BaeTCd TSKENIass CMMITTOMATUKA M €CTh BBICOKMIA PUCK
OCJIOXKHEHWI, CBI3aHHBIX ¢ 3a001eBaHneM. He3zaBucumo
OT TSDKECTH 3a00JIeBaHMs, BaXXHO, YTOOBI ITallMEHTHI
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KNNMHWYECKME PEKOMEHZALNN

MIOJTyYaI TOMASPXKKY M B3BEIICHHBICE PEKOMCHIAIINU
OT CeMEWHbBIX Bpayeil M Ipyrux CHeNUaTuCTOB 31PaBO-
OXpaHEHUs, YTOOBI WX MOOLIPSJIM CaMUX ITOHUMATh
1 KOHTPOJMPOBATh CBOM CUMIITOMBIL. B Tabmuie 10 cym-
MHpPOBaHBl HEKOTOPBIC KIIOUEBEIC MOMEHTBI, KOTOPBIC
cleayeT OOCYOIWTh C TAaUeHTaMU, POACTBEHHUKAMU
W JTULIaMU, OoCylIeCTBIsIIoIUMHU yxon. [1pu Heobxonumo-
CTU (HampuMep, Npy IJITAaHUPOBAHUM OEPEMEHHOCTH),
MMAIIMEeHTHI JOJKHBI OBITh HAIIPaBJICHBI K CIICIIMAINCTAM
JIPYTUX CITYXO0.

14. MpunoxeHue

HammoHaabHBIe KapIuoJOoTrMuecKe oOIIecTBa, BXO-
nsiie B ESC m BHECIIME BKIIAA B MPOLIECC PelieH3UPO-
BaHuga Pexomenmanuii ESC 2014r mo auarHocTuke
Y JICYCHUIO TUTIEPTPODUUECKON KapIUOMUOTIATHH.

Austria: Austrian Society of Cardiology, Matthias
Frick; Azerbaijan: Azerbaijan Society of Cardiology, Farid
Aliyev; Belarus: Belorussian Scientific Society of
Cardiologists, Svetlana Komissarova; Belgium: Belgian
Society of Cardiology, Georges Mairesse; Bosnia and
Herzegovina: Association of Cardiologists of Bosnia &
Herzegovina, Elnur Smaji¢; Bulgaria: Bulgarian Society of
Cardiology, Vasil Velchev; Cyprus: Cyprus Society of
Cardiology, Loizos Antoniades; Czech Republic: Czech
Society of Cardiology, Ales Linhart; Denmark: Danish
Society of Cardiology, Henning Bundgaard; Finland:
Finnish Cardiac Society, Tiina Helid; France: French
Society of Cardiology, Antoine Leenhardt; Germany:

German Cardiac Society, Hugo A. Katus; Greece:
Hellenic Cardiological Society, George Efthymiadis;
Hungary: Hungarian Society of Cardiology, Rébert Sepp;
Iceland: Icelandic Society of Cardiology, Gunnar Thor
Gunnarsson; Israel: Israel Heart Society, Shemy Carasso;
Kyrgyzstan: Kyrgyz Society of Cardiology, Alina
Kerimkulova; Latvia: Latvian Society of Cardiology, Ginta
Kamzola; Lebanon: Lebanese Society of Cardiology, Hady
Skouri; Libya: Libyan Cardiac Society, Ghada Eldirsi;
Lithuania: Lithuanian Society of Cardiology, Ausra
Kavoliuniene; Malta: Maltese Cardiac Society, Tiziana
Felice; Netherlands: Netherlands Society of Cardiology,
Michelle Michels; Norway: Norwegian Society of
Cardiology, Kristina Hermann Haugaa; Poland: Polish
Cardiac Society, Radostaw Lenarczyk; Portugal:
Portuguese Society of Cardiology, Dulce Brito; Romania:
Romanian Society of Cardiology, Eduard Apetrei; Russia:
Russian Society of Cardiology, Leo Bokheria; Serbia:
Cardiology Society of Serbia, Dragan Lovic; Slovakia:
Slovak Society of Cardiology, Robert Hatala; Spain:
Spanish Society of Cardiology, Pablo Garcia Pavia;
Sweden: Swedish Society of Cardiology, Maria Eriksson;
Switzerland: Swiss Society of Cardiology, Stéphane Noble;
The Former Yugoslav Republic of Macedonia: Macedonian
FYR Society of Cardiology, Elizabeta Srbinovska; Turkey:
Turkish Society of Cardiology, Murat Ozdemir; Ukraine:
Ukrainian Association of Cardiology, Elena Nesukay;
United Kingdom: British Cardiovascular Society, Neha
Sekhri.

Teker “PEKOMEHIALIMU ESC IO JUATHOCTUKE W JIEYUEHUIO TUITEPTPO®PUYECKOM KAPIMOMMUOIIATUU 2014” akkpe-
nutoBaH CosetoMm EBpomsl mist akkpenurtanmu B kKapauosnoruu (EBAC). EBAC pa6oraet coriacHo craHaapTtam KadectBa EBporieiickoro Cosera

T10 aKKPEeIUTAIINHY [UIS TIOCJIEBY30BCKOTO MenuiimHcKoro obpazoBanust (EACCME), kotopsiii siBisieTcst yupexaeHneM EBporreiickoro coro3a Menu-

uuHckux criermanuctos (UEMC).

B cootBercTBum ¢ Tpe6oBaHusiMu EBAC/EACCME Bce aBTOpBI, y4acTBYIOIIMX B 3TOM MporpaMMe pacKpbLUTN MOTEHLMATbHBIE KOHMIUKTHI

MHTEPECOB, KOTOPBLIE MOT'YT BBI3BATh IMMPEAB3ATOCTL B HAYYHOM MaTepUalic.

Opl‘aHI/I3aHI/IOHHLII7[ KOMMTET OTBEYaeT 3a o0ecreueHue TOro, 4YTO BCE€ IMOTCHUMAIbHBLIC KOH(b)'[I/IKTI)I HMHTEPECOB B IIporpamMme OOBSIBIISIIOTCS

y4acTHUKAM JI0 Havasa IesiTeIbHOCTH. Bompock 11st 3Toit cTaThyt foCcTyHBI Ha: caiite European Heart Journal http://www.oxforde-learning.com/

eurheartj u EOK http://www.escardio.org/guidelines.

Cnucok nutepartypsi: http://www.scardio.ru/rekomendacii/rekomendacii_esc/
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