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BBELAEHUE

Kapamomuonatum no-npexHemy 0CTaloTCs OAHUMU U3 Hau-
MEeHee M3Y4eHHbIX KapaMonorunyeckux 3aboneBaHuil, SBnsasach
06beKTOM aKTUBHO pa3BMBAIOLLEACA 0611aCTU COBPEMEHHON
Kapavosiorun. [loBbILEHHBIA WHTEPEC K npobrieme uM3yye-
HUA 3a60MeBaHUA MUOKapLa 06bACHAETCA HEO6XOAUMOCTbIO
JanbHeMWero M3y4yeHns 3TMONOMMM U NaTtoreHe3a, MHOro06-
pasnem n HecneuntUYHOCTbIO UX KNUHUYECKUX NPOABIEHWIA,
3HAYUTESIbHBIMW  JMarHOCTMYECKUMM U TepaneBTUYeCKUMN
TPYAHOCTAMM. [TOCTOAHHBIA POCT 4acTOTbl BCTPEYAEMOCTU
Pasnu4HbIX POPM KapAnoMMonaTuii CBs3aH, MO-BUAUMOMY,
KaK C MCTUHHBIM YBENUYEHWEM 4ucna nofo6HbIX 60SbHbIX,
Tak W C NPOrpeccoM COBPEMEHHbIX ANArHOCTUYECKUX TEXHO-
noruii. Kpome T0ro, 3a nocnegHee aecatuneTe opmupyercs
NPUHLNNNANBHO HOBAs KOHLENLWA MO BONPOCcaM onpesesieHns
NOHATUA «KapauMomMuonaTum» 1 Ux Mecta B CTPYKType 3abone-
BaHUN CepAaua, 4To CBA3aHO C AOCTMXKEHUAMMW MeJULUHCKON
FeHeTMKN, MOPdONoruu, UMMYHONOTUN U MONEKYNSPHON 3H-
NOKpuHonoruun. OTpaxxeHneMm COBPEMEHHOI 3BONOLUN 3HAHUN
SIBNISETCA NOCTOSHHbLIA NepecMoTp, 06HOBNIEHWE WU YTOYHEHUE
COOTBETCTBYIOLLEr0 NOHATUA 1 Knaccudukaumu.

Kapauomuonatum onpeaensioTcs Kak reTeporeHHas rpynna
3a60/1eBaHNA MUOKapAa, aCCOLMUPOBAHHBIX C MEXaHW4YeCKon
U/MNN 3NeKTpPMYeCKON AUCKHYHKUMEN, 06bIYHO COMPOBOX[A-
OLWKMXCA runepTpoduen MUoKapaa WM aunartauuen Kamep
cepaua WM pasBMBAKLINXCA BCNELCTBME PA3NUYHBIX MPUYUH,

IMABA 1. ONPEAENEHUE

HO Yalle WMEeLLUX FeHeTUYecKyo npupoay. Matonornyeckui
NPOLECC MOXET OrpaHu41BaTbCA NOPAXKEHWEM cepaua — nep-
BUYHbIE KAPAMOMMONATAM (FEHETUYECKINE, CMELLAHHbIe W Npu-
06peTeHHblE) — WM ABMATHCA YaCTb0 TeHepasn30BaHHOrO,
CUCTEMHOro3abonesaHns  (BTOPWYHbIE  Kapauomuonaruu),
4acTo MPUBOAA K Pa3BUTUIO CepAeYHON HeJ0CTaTOYHOCTH, ee
OCIOXXHEHWI nNneTanbHbIM MCX0LaM.

fneptpoduyeckas kapaumomuonatus (FTKMIM) — opHa u3
OCHOBHbIX W Han6onee pacnpoCTPaHeHHbIX POPM NMePBUYHBIX
Kapamomuonatuid. lonyBekoBas UCTOPMA U3Y4eHUS NPOBIIEMbI
TKMIT oTpaxkaeT 3Ha4UTENbHYO 3BOJIOLMIO 3HAHMIA B BONPOCAX
9TMONIOrMM, NaTtoreHesa, NPOrHo3a, BapuaHTOB KJIMHUYECKO-
ro Te4eHUs U neyeHns 3abonesaHus. Yrny6neHHoe n3yvyeHue
Pa3NUYHbIX aCNeKTOB NaTonorMu 6b110 TECHO CBA3AHO W 06e-
CMeYeHO MNOSBNEHMEM TNPOrpPeCcCUBHbLIX WHCTPYMEHTANbHbIX,
MOPONOrnYecKUX U, HaKOHeL, MOSEKYNAPHO-reHEeTUYECKNX
MEeTO0B ANArHOCTUKW. BHeApeHWe B NPaKTUKY COBPEMEHHbIX
BU3Yanu3npyoLmux MeToamk: axokapauorpadum (3X0-KT),
ponnneporpadumn, 04HOMOTOHHONR 3MUCCUOHHO KOMMNbIOTEP-
HoW (O3KT) N NO3MTPOHHO-3MUCCMOHHOM ToMorpadum (M3T),
MarHWTHO-pe30HaHcHoW Tomorpacpun (MPT), MoHUTOpPMPOBa-
Hua 3K 1 ap. onpenennnio nporpecc B MOHUMAHNN MeXaHU3-
MOB NaToreHesa, [MarHOCTUKKU 3a6051eBaHMA U 060CHOBAHUA
neYe6HON TaKTUKK.

N ObLLASl XAPAKTEPUCTWUKA NATOJIOrAA

B 2003 rogy cospnaH MexayHaponHbliit Komutet (ACC/ESC),
06beANHNBLUMIA aMEPUKAHCKMX U €BPOMENCKUX 3KCMepToB no
KM, n ony6nukoBaHo COO06LLEHWE, CyMMUPOBABLLEE OCHOB-
HbIENONOXEHNA, BKMKOYAA CTPATErno NeveBHbIX MeponpusaTuil. B
KoHue 2011 rofa uneHs! pa6oyen rpynnsl ACCF/AHA (AmepukaH-
cKas accounaums ceppua) oopmunu nocrefHue pekomeHaa-
1K1 1O BONPOCAM HOMEHKNATYPbI, SNUAEMUONOTUMN, 3TUONOTIN,
naTtouU3nN0Norum, AUarHoCTUKN, BApUAHTOB TEYEHUS W NeYeHns
KMTI, 0CHOBaHHbIX Ha AeTanbHOM aHanu3e pPe3ynbTaTOBMHOMO-
LLeHTPOBbIX UCCNEA0BaHUIA.

Mo coBpemMeHHbIM npeacTasneHuam, FKMI agnsetcs npeumy-
LLIECTBEHHO reHEeTUYeCKN 06YCNOBMIEHHbIM 3a60J1eBAHNEM MbILLI-
bl Cepaua, XapakTepusyLwmmMes KOMIIeKCOM Crneuupuyeckux
MOPMOYHKLMOHANBHBIX W3MEHEHUA U HEYKIIOHHO nporpec-
CUPYIOLLMM TEYEHWEeM C BbICOKOW Yrpo30/ PasBuUTUS TSXENbIX,
XKM3HEYrPOXALLMX apuUTMUIA U BHe3anHoi cmeptn (BC). TKMII
XapakTepus3yetcs MaccuHoi (6onee 1,5 cM) runeptpodpueir
MWOKapAa J1eBOro W/unu B pefKkux Cryyasx npasoro >kenymod-
Ka, Yalle acMMMETPUYecKOro Xxapakrepa 3a CHET YTOJLLeHUS
MeXOKenyno4kosoi neperopogkmn (MXKIM), ¢ yacTbiM pa3BuTUEM
06CTPYKLUN BbIXOAHOIO TpakTa JIXK npu OTCYTCTBUM W3BECTHBIX
NPUYMH (apTepuasibHas runepToHNA, NOPOKK U cneunuduyeckne
3a6oneBaHns cepaua). TUMUYHbIMU ABNAKOTCA MOPAONOrnyeckue

M3MEHEHNA: MacCuUBHas runepTpoUA MUoKapaa, aHomanus ap-
XUTEKTOHUKU COKPATUTESIbHbIX 3/IEMEHTOB MUOKapaa (runepTpo-
(hus n JesopueHTaumns MbILUEYHbIX BOSIOKOH), (hMOBPOTUYECKME
M3MEHEHNA MblILULbl CepAua, NaTonorns MenKux WHTpamMmmokap-
AnanbHbIX COCYOB.

B HacTosLlee Bpems HabntoLaeTcs NOBCEMECTHbIA POCT Ynucna
3aPernucTpMpoBaHHbIX CNy4aeB 3TOM NATONMOrMN Kak 3acyéTt BHe-
OPEHNs B MpPaKTUKy COBPEMEHHbIX METOA0B AWAarHOCTMKM, Tak
,BEPOSATHO, CBA3W C UCTUHHBIM YBENWYEHWEM HUCNA 6OMbHBIX
KMM. CornacHO AaHHbIM NOCNEAHMX MCCNEefoBaHuiA, pacnpo-
CTPaHEHHOCTb TUNWUYHOrO oeHoTUNa 3aboneBaHnsa B 06LLEN no-
NynsUUN B pasHbIX CTPaHax Mupa sBNseTcs 6051ee BbICOKON, YeM
cyuTanochb paee, u coctasnser0,2 %. Tak, B CLUA, no kpaiHei
mepe,600 000 4enoBek UMEKT MPU3HaKKM 3Toi natonorun. He-
CMOTPSA HA FEHETUYECKYIO reTeporeHHOCTb Pa3fIUyHbIX NOnyns-
UMAMKMI 0anHAKOBO 4acTO BbISBNAETCA B KOrOpTax HaceneHms
PasfINYHbIX CTPAH U KOHTUHEHTOB. [puU OTCYTCTBUU OTEYECTBEH-
HbIX 3MWAEMUONOrNYECKMUX WCCNeOBaHUA MOXHO Npeanono-
xuTb He MeHee 300 000 6onbHbIX TKMI B Poccum.

Hepeako 3a6051eBaHne pacno3HaeTcs Cry4aiHo BO BpeMs Me-
ONLMHCKNX ocBuaeTenbcTBoBaHWid. TKMIT moxeT guarHoctupo-
BaTbCA B JI060M BO3pacTe — OTMEPBbIX AHEN A0 NOCNejHen fe-
Kafibl XXM3HM HE3aBMCMMO OT Nofa W PacoBON NPUHAANEXHOCTH,
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O0AIHaKO, MPeuMyLLEeCTBEHHO 3a00J1eBaHNE BbISABALTCS Y NUL, MO-
NOAOro TPYAOCNOCOBHOro BO3pacTa B Hanbonee akTUBHOM, TBOP-
4eCKOM W (PU3NYECKOM NNaHe Nepuofe XXU3HU, 4TO onpedenser
0C06YH counanbHyld BaXXHOCTb 3TOW npobnembl. ExerogHas
CMepTHOCTb 60MbHbIX TKMIT Kone6netcs B npegenax ot 1 4o 6%:
y B3pOCNbIX 60NbHbIX cocTaBnseT 1-3 %, a B 46TCKOM M N0APOCT-
KOBOM BO3pacTe, Y nuL, ¢ BbICOKUM puckom BC —4-6%.
[nanasoH KIMHWYECKNX NPOSBNEHWUIA KpaliHe Benuk: oT 6ec-
CUMNTOMHbIX 10 HEYKIIOHHO NPOrpeccupyownx U TpYaHO Noa-
JAWMXCA  MeAMKAMEHTO3HOMY Jie4eHuto  hopM, COMpoBo-
XAALWWNXCA THKENON CMMNTOMATUKOW. [lpu 3TOM nepebIM W
eMHCTBEHHbIM NPOABNEHNEM 3260/1eBaHUS MOXET CTaTb BHe-

3anHas cmepTb. GUMNTOMbI 60N1E3HI Pa3HO06pa3Hbl U Manocne-
uncuyHbl. Jo yetBeptn 6onbHbIX TKMIT gemoHCTpUpyoT 6ec-
CUMMNTOMHOE W CTabunbHOe TeyeHue 3a60NeBaHNa U JOCTUraoT
HOPManbHOM AN 06LLeNA NONYNALMA NPOAOTKMTENbHOCTI XKN3HN
(> 75 ner).

OCHOBHbIM METO[OM [WAarHOCTUKW OCTAeTCs 3XOKapanorpa-
thuyeckoe nccnegosanme (3X0-KI). B HacTosLee Bpems 0coboe
MECTO 3aHIMAtOT COBPEMEHHbIE BU3YanM3nNpyHLLNe METOAMKM, B
YaCTHOCTU MarHUTHO-pe3oHaHcHas Tomorpadus (MPT), o6naga-
toLLas 6onbLIel paspeluatoLlein cnocobHOCTbI0 U NO3BONAOLLAS
Nony4nTb 60NEE TOYHYIO MHAIOPMALIMIO O CTPYKTYPHBIX HapyLUe-
HWAX B CEpALe.

[MABA 2. COBPEMEHHbIE NPEQCTABJIEHUS
0b 3TUOJIOMNK U NATOPU3NOJIOTUK TKMN

2.1. l'eHetnyeckue acnektbl FKIII

06LLenpu3HaAHHON ABNSETCA KOHLENUMs O HacneACTBEHHO
npupoge NKMIN. B nutepatype MpoKoe pacnpocTpaHeHmne nony-
YN TEPMUH «CeMeiHas runepTpocdmyeckas KapamoMmonaTus».
YCTaHOBNEHO, 4TO 6ONbLUMHCTBO BCEX CNyvyaeB 3a60neBaHUs fiB-
NATCA HacneayembiMK, NPU 3TOM OCHOBHbIM TUMOM Hacneno-
BaHWs ABNAETCA ayTOCOMHO-AOMUHAHTHbIA NPWU PasHORA CTeNeHM
neHeTpaHTHOCTU. OCTaBLLUYKOCS 4acTb COCTaBNSIeT TakK Ha3blBa-
emas crnopaguyeckas oopma; B 3TOM Cfiydae y nauueHta Het
poAcTBeHHNKOB, 6onetolnx FTKMIT unu nmetowmx runeptpoduio
Muokapaa. CuutaeTcs, 4To GOMbLUMHCTBO, ECAN He BCE Clyyau,
cnopaamnyeckon TKMIT Takxxe UMEIOT reHeTUYECKYH NpUYKHy, To
€CTb, BbI3BaHbl CNy4alHbIMU W/ MNI HEYCTAHOBNEHHbIMU MyTaLM-
AMU.

KM saBnsetcA reHeTu4eckn reTeporeHHbIM 3abosieBaHUEM,
NpU4nHON KoToporo aenatoTca 6onee 1400 onucaHHbIX K HACTONA-
LLieMY BPEMEHM MyTaLMin HECKOMNbKUX FeHOB, KOAUPYHOLLMX BENKM
CepAeyHOro capkomepa W HeKOTOpble HEecapKOMepHble OEnKM.
TunnyHas KapTuHa 3a60/1eBaHMA PacCMATPUBAETCS KaK reHeTu-
4ecKu 006yCoBNeHHas 60M1e3Hb CepAeyHOro capkomepa.

K Hactoswemy BpeMeHU W3BeCTHbl 11 6enKOBbIX KOMMOHEH-
TOB, BbINOJHALWMX KOHTPAKTUIbHYIO, CTPYKTYPHYIO UK peryns-
TOPHYIO (DYHKUMK, OedeKTbl KOTOpbIX Habnopatotes npu FKMIN

(tabn. 1). Mpr4ém B KAXAOM reHe MHOXECTBO [e(DeKTOB MOryT
ObITb NPUHMHONA 3a60neBaHUs (MOMWUIEHHOE MYNbTUANMENbHOE
3abonesaHue).

Onucanxble npu TKMIT reHeTuyeckne aedeKTbl XapakTepuay-
tOTCS BbICOKOI MONYNALMOHHON CNeLucMYHOCTbIO, pasHoii cTe-
NeHbK0 NEHETPAHTHOCTU, BbIPAXKEHHOCTbIO MOPCHONOrNYecKNX 1
KNUHUYECKMX NPosiBNeHNiA. K Hanbonee YacTbiM NpuymnHam 3a6o-
nesaHua B cTpaHax 3anagHoi Esponbl n CLUA oTHocATCA MyTa-
LMK B reHax TSHKENoN Lenn 6eTa-M1o3nHa 1 MUO3NH-CBSA3bIBAIO-
Lero 6enka G, npu 3TOM B K01 NONYNALMA BKNAA PasfiniHbIX
reHOB B 3a60NEBAEMOCTb HEOIMHAKOB.

Ha 6a3e nabopatopun MeauUMHCKON reHeTuku PKHIMK M3
P® co3gaH 1 NOCTOSAHHO MOMOMHAETCA 6aHK 06pa3L0B KPOBU
naumentoB ¢ FKMIT n ux ponacTBeHHWKOB. 10 COBCTBEHHbIM
JIaHHbIM, OCHOBaHHbIM Ha 06CNeA0BaHUM GOMbLION BbIGOPKK
poccunckmnx 60nbHbIX TKMI, MyTaumn B reHe TSHXKENOW Lenu
B-MN0O3nHa ABNAIOTCA NPU4YMHON 17% BCex M 25% CemeilHbIX
cnyyaeB 3abonesaHus. lMpu aTom BbIABNEHO 13 MUCCEHC-MYyTa-
Lnit B TeHe TsHKenoi Lenu ceppie4Horo 6eta-muosnna (B-MHC),
13 KOTOPbIX 6 06HAPYXXEHbI BMepBble, a 7 ObINK paHee OnucaHbl
1 HE OTNKYAOTCA MO (HEHOTUMNYECKUM NMPOSBIEHUAM B APYrnX
nonynauusax. Mo vactote BbifBNeHus gedekTos B rede B-MHC
o6cneaoBaHHas poccuiickas Nonynauus 3aHUMaeT NPOMEXY-
TOYHOE NONOXKEHNe Mexay HemeLKoR, fatckoi(13%) u cesepo-

Ta6nuuya 1.0cHoBHbIE reHeTHYeckue fetepMuHanTbl FTKMI

65-85 % Bcex MyTaLui
v TKenas uenb 6eta-mno3nHa~35-45 %
v MNO3UH-CBA3bIBaIOLWNIA 6e510K C~15-20 %
v/ TPONOHWH T~15-20%

Oxono 15 - 20 % Bcex myTauui

v/ 9CCEHUManbHas U perynsatopHas nerkme
v LenMmnosmHa

v/ aNb(a-TponoMmo3unH

v/ anbgha-akTuH

v/ CepAeYHbIA TPOMOHWH |

v/ TSXKenas uenb anbga-mMuosnHa

v/ TUTWH

v/ TpOnoHuH G
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amepukaHckoit (CLUA — 19%-48%) koroptamu 60mbHbIx [KMI. Y
naunesTos ¢ myrauuamu B reqe p-MHC Habniopanach 60ombLuas
BbIPDQXXEHHOCTb KIIMHWYECKNX NposBneHuin, runeptpocmun VXK
néonee paHHee Ha4ano 3abonesaHns, B CPaBHEHWU C NaLlmeHTa-
MW, Y KOTOPbIX MyTauuin B [JAHHOM reHe 06HAPY>XeHO He 6blso.
YeTblpe paHee He onucaHHble MyTauum (Ala13Thr, Ala729Pro,
Lys835Thr, Trp827Cys) xapakTepn3oBannch HanbonbLIen Tsxe-
CTbHO KMWUHUYECKUX W MOPCOYHKUMOHANBHBIX NPOABIEHUA W
He6NaronpUATHLIM NPOrHO30M (BHE3anHas CMepTb B MOSIOAOM
BO3pacTe).

Poccuiickas nonynsaums xapakTepuayeTcs 3Ha4uTeIbHON Hauu-
OHarnbHO 1 FeHETMYECKOIi FreTeporeHHOCTbI0. Ha eé chopmupoBa-
HUe 0Ka3anu BNUAHUE Pa3fiMyHble STHOrEHEeTUYECKMe NPOoLEecChl,
NPOMUCXOAMUBLILKE HA O6LWIMPHOM reorpaconyeckoM NPOCTPAHCTBE
B TeYeHMe psfa BEKOB, BK/MIOYABLUNE MHOrOYMCIIEHHblE MUrpa-
Lyn, cmelumsaxme u nHterpauno. Mytaumm 8 rexe 3-MHC urpa-
10T BaXKHYIO posib B aTnonoruu FKMI y pocCUACKMX NaLMEHTOB,
0JHAKO, 3TO [JasieK0 He eAWHCTBEHHbIA TeH, OTBETCTBEHHbIN 3a
pasBuTMe 3abonesaHws. [ns onpegenexus ctpaterum [HK-
anarHoctukm TKMI B Poccun Heo6xoaumo onpeaenuTb pofib
APYrUX KaHOWLATHbIX TEHOB W WAEHTUMUMPOBATL eLé Heus-
BECTHblE JIOKYCbI, 3TUONIOMMYECKM CBA3AHHbIE C Pa3BUTMEM 3a-
6oneBaHus.

Llenbit psag HacnefcTBEHHbIX HapylweHun MeTtabonnusama u
60Me3HeN HAKOMMEHUs, Kak Mpasunio, MaHugecTupyroLimecs B
[eTCKOM W MOM0[0M BO3pacTe, MOryT MMUTMPOBATb (DEHOTUN
U KnuHnYeckyto kaptuHy TKMI. [llatonornyeckne COCTOSHMS,
NPenMyLLeCTBEHHO MMEIOLIME CUCTEMHble MPOSBMEHNS, pac-
CMaTpPUBAOTCSA B Ka4eCTBE CMHLPOMA, BKIHOYAIOLLEr0 NpU3Haku
runepTpodun Muokapaa. B aty rpynny OTHOCATCA MUTOXOHAPU-
anbHble HapyweHus, 60ne3Hb AHepcoHa-dabpu, rMMKOreHo3bl;
60Me3H!, BbI3BAHHbIE MYTaLMAMU B reHax, KOLUPYIOLLNX peryns-
TOpHYIO cy6benununLy y2 AM®-akTnBMPOBAHHOW NPOTEMHKMHA-
3bl (PRKAG2) nnu X-CBA3aHHbIN TM30COMACCOLMUPOBAHHBIN TeH,
Koaupytowmin memépanHble 6enku (LAMP2, 6onesHb [1aHoHa);
cuHapomsl LEOPARD, Noonan, Beckwith-Wiedermann, atakcus
@Opuapeiixa; amunonaos u apyrue. lMpu atom Kaxpas U3 naro-
NOTNiA UMeeT CBOM 0COBEHHOCTYW. Tak, 3aboneBaHne, CBA3aHHOe
¢ myTaumeni B reHe PRKAG2, 4acTo conpoBOXAAETCH CUHAPOMOM
Bonbda-MapknHcoHa-Yanta (WPW). pumeHenue Takoro Tep-
MWHA Kak «MUTOXOHApwanbHas KMI» npusHaeTcs Henpuem-
NeMbIM, NPeanoYTUTENbHBIM ABNSETCA (DOPMYNUPOBKA AWarHo-
3a: Hanpumep, «CUHAPOM HyHaHa ¢ [TI)K». Hepefiko BO3HUKAKOT
npo6nembl B CBA3W C Hepeakum passutuem MKy cnopTcMeHoB
(«cnopTMBHOE cepaue», «CepLe atneta»).

[eHeTMYeCcKUn AedhekT, peanuaytoLwwninica nog BAUSHWEM W B
YCNOBUAX OKPY)XaloLen cpefbl, NMPUBOANT K (POPMUPOBAHUID
0CHOBHOr0 cy6cTpata 60ne3uun, FTKMIT — BbIpaXXeHHOI runepTpo-
(hum Mnokapgaa co cneunuuyeckumMm MopomyHKLIMOHANBHBIMN
HapyLLEeHNAMM.

Matoconanonorus MKMI onpenensercs CrIoXHbIM KOMMNIEKCOM
B3aMOCBA3aHHbIX 3BEHbEB, OCHOBHbLIMU U3 KOTOPbIX ABNAOTCS:
06CTPYKLMA BbIHOCALLEr0 TpakTa J1eBoro xxenygoyka (BTITK),
anactonuyeckan gucdyHkuma (L), mutpanbHas peryprurtaums
(MP), nwemus muokapaa, anekTpou3anoNornyeckne Hapylue-
HUS 1 aPUTMUK, OCOBGEHHOCTU aBTOHOMHOW Perynauuu KpoBoo-
GpawieHms (puc. 1). XapakTepHO rUnepKoHTPaKTUNbHOE COCTO-
fHME MUOKapAa Npu HOPMAnbHOW MAWM YMEHbLUEHHOW NONOCTH
JDK Bnnotb Ao ee obnutepaumn B cuctony. PaccTpomcTea BHY-
TpucepaeyHor remoguHamukn npu FKMI Becbma pasHo06pasHbl
W ONpejensioT LUNPOKYID NanuTpy KIMHWYECKUX NPOSBEHNIA:
0AbILLKa, 60/1EBOI CUHAPOM, aPUTMUK, NPe- U CUHKONANbHbIE CO-
CTOSAHWSA, BbICOKAs BEPOATHOCTb BC, CHUXXeHWe TONepaHTHOCTM K
Harpyskam u fpyrue nposiBfieHns.

2.2. 06cTpyKuMs BbIHOCALLEro TPaKTa
NeBoro Xenyaouka

B 3aBUCUMOCTM OT Hanuyus Wam OTCYTCTBMSA rpajmeHTa Ccu-
cTonuyeckoro aasnenus B nonoctu JK, TKMIT pasgenstor Ha
06CTPYKTUBHYIO U HEOBCTPYKTUBHYIO, 4TO ONPeAenseT KinHN4e-
CKYI0 KapTUHY U UMEET BXXHOE NPaKTU4YeCcKOe 3Ha4YeHue npu Bbl-
60pe TaKTUKMN NeYeHus.

Mo BbIpaXXEHHOCTW rpajneHTa 06CTPYKLUMUK BbIAENSIOT TPU re-
MOZAWNHAMUYECKMX NOArPYNMbl: FPAANEHT B Nokoe >30 MM pT. CT.
(T.H. 6asanbHas 06CTPyKUMA); nabunbHas 06CTPYKLMA, Xapak-
TEPU3YIOLWAACA 3HAYMTESTIbHbIMW  CMOHTAHHLIMK  KONe6aHNAMU
BHYTPWXXENY04KOBOro rpajnenTa fasneHus 6e3 BuLuMoin npu-
YWMHbI, NATEHTHAA 0BCTPYKLMSA, KOTOPAs BbI3bIBAETCA TONLKO NpW
Harpyske 1 NPOBOKALMOHHbIX (papmakonornyeckux npobax (s
YaCTHOCTU, BAbIXAHNEM aMUSTHUTPUTA, NPY NPUEME HUTPATOB MK
BHYTPWUBEHHbLIM BBEJEHUN N30NPOTEPEHONA).

O6cTpyKumsa BT JIXK BO3HMKAET BCNEACTBUE NepeaHero cucTo-
NINYECKOro [BWXKEHUS CTBOPOK MUTPAnbHOMO KnanaHa U cucTo-
Nn4eckoro koHtakta ctBopok ¢ MXKIT. MexaHuyeckoe conpo-
Tuenexune B BT JIXK co3pmaet ycnosus ans yBennM4eHns CKopocTu
BbI6POCA B Mepuo paHHero CUCTONIMYECKOro U3rHaHWa KpoBU 13
JDK, nepefHero CuCTonn4eckoro ABWXEHWA nepeaHen CTBOPKU

PucyHok 1. OcHoBHble naToreHeTuyeckue haktopbl pa3sutusa FTKMI

OBCTPYKLMA AVACTONIMYHECKAA | | MUTPANBHAA | MLLEMMWA
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muTpanbHoro knanaxa (MG MK) u ee cpegHe-CUCTONNYECKOrO
conpukocHoeHus ¢ MDKI, BO3HMKAKOWMX B pe3ynbrate npu-
cacblBaolero acpdpekra unu peHomeHa BeHntypu. Kpome Toro,
COKpALLAsAChb, HEenpaBW/bHO OPMEHTUPOBAHHBIE COCOYKOBbIE
MbILUILbI TAHYT MUTPanbHbIA KNanaH, CTBOPKKN KOTOPOro K TOMY
)K€ MMEtOT M3BbITOYHYIO ANnHY, B cTOpoHY MDKI, 4TO NpMBOANT K
YMEHbLUEHMIO 1 63 TOro cyXeHHoro BT JIXK 1 Bbi3bIBaeT Unu ycy-
ryonsert ero 06¢CTpyKUnio. HemabexHbIM CreacTBMEM CMELLEHUS
MUTPIIbHON CTBOPKU fBnseTca neperpyska J1M n MP, TaxecTb
KOTOPOI1 NPAMO NPONOPLMOHANbHA BbIPAXXEHHOCTU 06CTPYKLNMU.
O6cTpykuma BT JTXK asnseTtca AONONHATENbHOR reMoguHaMuye-
CKOW NPUYMHOI pa3sutus gunatauum JI.

06¢Tpykuma BT JK npuBOAUT K CIIOXHbIM HapYLUEHUAM BHY-
TPUCEPLEYHON rEMOANHAMUKI, B TOM YUCSIE K YBENNYEHUIO CUCTO-
NNYECKOro AaBfIEHNs B NONOCTM XXeNy[o4Kka, YAIMHEHUIO nepuoga
paccnabneHns Kamep, NOBbILUEHUIO AMACTONNYECKOr0 AaBNeHus B
JDK, MP, uiuemun Muokappa, yMeHbLLEHWI0 CepLeYHOro Bbibpoca.
06c¢Tpykuma BT JIK npu TKMIT HocuT AMHAMUYecKWid XapakTep,
MEHSIETCA B 3aBWCUMOCTW OT CTEMEHW Harpy3ku U COKpaTMMOCTM
MWOKapaa, 06bEMA XKenyaoyka, COCTOSHMA NOCcTHarpy3ku. Hapac-
TaHue rpagmenTa gasneHus B BT JTK oTmeyaetcs npu ¢omsnyeckon
Harpyske, YBENWYEHUM CUMbl CEPAEYHbIX COKPALLEHWA W Ha3Ha-
YeHUM NPenapaTtoB C NOSMOXMTESIbHbIM WHOTPOMHBIM 3dEKTOM,
npw NpoBeAeHnn Npobbl BanbcanbBbl. BbIp2XXeHHOCTb 06CTPYKLMK
CHUXAETCA B YCNOBUAX YBENMYeHNs npegHarpyskn JDK (yBenuye-
Hie 06bEMA LIMPKYNPYIOLLE KPOBM, MOLHATUE HKHUX KOHEYHO-
CTel), MPU CHIDKEHWUN COKPATUTENIbHON (PYHKUMM MUOKapaa U Ha-
3Ha4YeHUM NPenapartoB ¢ OTPULLATENTbHBIM UHOTPOMHLIM 3 EKTOM.

ConpukocHOBEHME NepeaHeit CTBOPKU MUTPAILHOMO KanaHa ¢
MK, Habnogaemoe npakTM4eckn y BCex 60MbHbIX 06CTPYKTMB-
Hoit TKMI, NnpMBOAMT K HapyLleHuo eé ABKeHWs. B pesynbrare
XPOHWYECKOI TpaBMbl NepeaHeil CTBOPKK NPpK COMPUKOCHOBEHWN
¢ M)XK B guactony y 60nbHbIX ¢ FTKMIT 0TMe4aeTcs ynnoTHeHKE 1
YTOSILLIEHME €€, a TaKXKe COOTBETCTBYHOLLEN HL0KApAMANIbHON No-
BepxHocTu MIKIT.

Kpome cy6aopTansHoi 06¢TpyKLmu, y 6051bHbIX TKMIT, rnasHbIm
o6pa3om, B cpeaHeit Tpetn MK onucaHa cpefHexxenyno4kosas
06CTPYKLMA, KOrAa CY>KeHWe MbILLIEYHOro TUNa Co3aaeTcs Mexay
NeperoposKon 1 3afiHen NanunaspHon Molwueid. O6CTPYKTUBHBIN
TUN 3a60MeBaHMS C BbIPXEHHbIM BHYTPYKENYL0YKOBbIM rPAfNeH-
TOM [JaBNIEHWS NPUBOAMT K YBENMYEHWNIO HANPSHKEHNS CTeHKN JDK,
nwemmn Muokapga JDK, ruéenn KapanomMuoLMTOB U PasBMTUMIO
(Pr6pPO3HON TKAHM.

Cy6aopTanbHblii rpafueHT 1 acCoLMUPOBAHHOE C HUM MOBbILLIE-
HWe BHYTPWKENYA04KOBOr0 JaBfieHNs OTPXAOT UCTUHHOE MeXa-
Hn4eckoe conpoTtuenenne BT JIXK u agnaoTcs natogusnonorunye-
CKM 1 NPOrHOCTUYECKU BXXHbIMI hakTopamu y 60/bHbIX TKMIT.

K HacTosiLeMy BpeMeHN HaKoMeHbl JOCTaTO4HbIE [JoKa3aTenb-
CTBA, CBWLETENbCTBYIOLME O TOM, YTO 6OJSIbHbIE 06CTPYKTUBHO
KMM xapakTepusytoTcsi 60J1ee BbIPXKEHHLIMW KIIMHUYECKUMM
NPOSABIEHNAMU 1 IEMOHCTPUPYIOT G0JIee TAXEN0e TeHeHue 1 npo-
rHO3 3a60/€eBaHNs, YTO NPU NOKA3aAHUAX (rpagneHT AasneHus >50
MM PT. CT. B OKOE WNW NPK NPOBOKALMOHHBIX NPo6ax y 60bHbIX
C TSXKESI0M CUMNTOMATWKOM) NPUBOAMT K BbI6OPY aNbTePHATUBHBIX
N0 OTHOLLEHMIO K MeMKAMEHTO3HOMY METO[I0B KOPPEeKLU.

MMpeanonoxutb Hanumyue 06¢TpyKUMM BT JTK MOXHO npu BbICNy-
LUMBaHUKM cucTonuyeckoro wyma B llI-IVmexpebepbe crnesa ot rpy-
OVWHbI. CUCTONMYECKMIA LLIYM B NPOEKLAN BEPXYLLKW CepfLa C 4acToil
nppaanaumen B NOAMbILLIEYHYIO 06NacTb CBMAETENbCTBYET 0 MP.

2.3. Inactonnynyeckasa aucyHkums
NeBoro Xenyao4ka

OaHOW 13 BaXHEMWNX NaToU3NONOrNYECKMX COCTaBASIO-
wux FKMI, onpedenstowen KNUHUYECKYIO KapTUHY, TEYEHWE U
NPOrHo3 3abosieBaHns, ABNAETCA AUACTONNYeCKas AMCHYHKLNA
muokapga (41). Mo cywectsy KM MOXHO paccmaTpuBaTth Kak
naeanbHyl0 Moaenb auactonuyeckoit GH, nockonbKy npu atom
3a60neBaHUM CTPAfalOT [Be OCHOBHble [JETEPMUHAHTHI Ana-
CTONMYecKOro HanonHenus JIK — akTuBHasA penakcauus v pac-
THKMMOCTb MuOKapaa. [mMnepTpodns MuokKapaa, XaoTUyeckoe
PacnonoXeHne COKPATUTESIbHbIX 3/1EMEHTOB, WHTEPCTULMANb-
HbIA (OMOBPO3 NPUBOAAT K HAPYLLEHWIO aKTUBHOIO paccrabnenus,
CHWXeHWo nogatnmeocTtit JIK, n, Kak cneacTeume, K BO3pacTaHuio
CONPOTMBIIEHNA HanosHeHno JIK, NOBbILWEHWO [ABNEHUS Ha-
NOJSTHEHUS, T.e. K HapYLUEHWO AMAcToNnYeckon qyHkuumn (JP).
[MoBbILLEHNE XECTKOCTM MUOKapAa NPOMCXOANT NPONOPLMOHanb-
HO YBENIMYEHWI0 MacCbl MUOKapAa, CHWKeHU0 o6béma J1K, a
TaKXxe pasBuTUi0 ubposa Mmokapaa y 60abHbIX TKMI, 4To He-
136€XXHO NPMBOAMNT K NOBBILLEHWIO ANACTONNYECKOr0 aBNeHNs B
JIK. Hanunuue o6¢Tpykummn BTIIXK npuBoauT K AONOAHUTENLHOW
CUCTOMNNYECKOI Harpy3Ke Ha JTXK, 4To Takxe cka3blBaeTcs Ha [1.
Cucronuyeckas doyHKuus JDK'y 605bHbIX TKMIT HopManbHas unu
NOBbILLEHA.

00 JK npuBoamt K nosbiweHnto aasneHus B J, ero runep-
(PYHKLMW 1 runepTpocum, B pesynbrate 4Yero nofAepKMBaeTcs
a[leKBaTHOE HanonHeHwe puruaHoro JDK. B fanbHemwem yBenu-
YeHue fasneHus B JIM NpuBOAMUT K ero aunarauun u NoBbILUEHMIO
[laBfIeHNs 3aKIMHWBAHMA B NEroyHbIX kanunnapax. MocnegHee B
CBOK 04epefb BbI3bIBAET 3aCTOM B NErKMUX, NPOABNAOLMACA B
BUAE OfbILIKK K cnabocTi. AT nameHeHms B J1M cnoco6CTBYOT
BO3HWUKHOBEHUIO CDMOPUANALMA NPeacepanid, YTO elle 6onbLue
yCyrybnseT COCTOSHME.

00 DK 06HapyX1BaeTcsa v Npu Apyrux 3abonesaHmsx (knanaH-
Hble NopaXeHus, apTepuanbHas runepToHus, BC). OgHako UMeH-
HO npu TKMI, aBNnAsch CNeACTBUEM FEHETUYECKUX HAPYLIEHUIA 1
KOMMEHCATOPHOr0 0TBETA HA HAPYLUEHUS COKPATUTESIbHOM (PYHK-
uum JTK, anactonuyeckas gucyHKLMs, nycTb U ABNASICL BTOPUY-
HOA, NPefCTaBNAET OCHOBY reMOANHAMUNYECKNX HAPYLUEHWHA.

PacnpoctpaHenHocTb O JTXK cpeamn 60nbHbiXx TKMIT coctas-
nset He MeHee 80%. HapyweHus HanonHeHus JIXK BCcTpeyaroTcs-
Kak npu 06CTPYKTUBHOW, Tak W HEO6CTPYKTMBHON chopmax MKMIT,
a Takxe npu 6eCCUMNTOMHOM TEYEHWW U He 3aBUCAT OT Bbipa-
XKEHHOCTU runepTpochum JHXK.

0L ¢ HapyweHnem HanonHeHus JDK, BeayLlas K NOBbILLEHNIO
nasnennss JIM v KOO JK, cHUXeHUto yaapHoro o6bema u cep-
[le4HOro BbI6POCa, BEHO3HOMY 3aCTOH B JIETKUX, ABNAETCA Npu-
YWHOM OAbILLKMN, FOSIOBOKPYXEHWIA, MPe- U CUHKONaNbHbIX COCTO-
AHUIA, NETEPMUHUPYET TONEPAHTHOCTL K (OM3NYECKUM Harpy3kam
y 60nbHbIX TKMI. Bbille nepevncneHHble CMMITOMbI MOTYT ObITh
CNeACTBMEM W APYTUX BOXHbIX NaTOGM3M0N0rNYECKNX MeXaHN3-
MOB, TaKuUX Kak uilemus Muokapaa, o6¢ctpykuns BT JIXK B cove-
TaHun ¢ MP v mMepuatenbHon aputMueit.

Knuuunyeckum crnepctenem HapactaHusa O u o6¢tpykumn BT
JIXK aBnseTca nporpeccuposaHue XpoHudeckoii GH, ycyrybnexue
NWEMUU W 3N1EKTPUHECKON HECTabUnbHOCTM MUOKapaa. dnek-
TpU4ecKas HecTabunbHOCTb MUOKapaa 06yCNoBNMUBaeT pasBuTue
HapYLUEHWA CepAeqHOro PUTMA, BKITHOHAS XKM3HEYrpoxawLume
apuUTMUL U OUOPUANALNIO NPeSCepani.
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2.4. liwemuns mnokappa

KMI - 3a6oneBaHune, Npu KOTOPOM MOMUMO OJbILLKM 4aCTbIM
CUMNTOMOM SIBNSKOTCA pa3Ho06pasHbie 6011 B 06N1acTu cepaua,
HOCALLME XapaKTep Kapavanruum wunm TUNUYHON CTEeHOKapAuu.
Yeunms MHOMMX Y4eHbIX HanpasfieHbl Ha NPOMCX0XEHWe 3T0ro
KNUHNYECKOro (PeHOMEHa, Ha BbISB/IEHNE ULWEMUI KaK NOTEHLM-
ANbHOI MPUYMHBI, @ TaKXKe Ha PAcno3HaBaHWe reHesa HefoCTa-
TOYHOCTM KPOBOCHAGXXEHUs MUokapaay 60sbHbix KM,

Cpean BO3MOXHBIX MPUYMH ULLEMUM MUOKApAa Yy 60MbHbIX
KM MOXHO BbIAENNUTb CReaytoLLne: 0THOCUTENTbHAs KOPOHap-
Has HeAO0CTaTOYHOCTb, 06YCNOBNEHHAS CHUKEHWEeM MI0THOCTY
KanunnapHoro pycna B runepTpodoMpoBaHHOM MUOKapAe; Mu-
KpoBackynsapHas 60nesHb; Hapywenue OO JDK, npusogsiiee K
CHIDKEHUI0 3DEKTUBHOrO AaBNieHUs KOPOHAPHON nepdy3nu B
ANacTony W natoniormyeckuM WU3MEHEHMAM MUKPOLMPKYNALMMA
MWOKapAa; YMeHbLUEHWEe KOPOHAPHOr0 pes3epBsa; Hannyne «Mbl-
LUEYHbIX MOCTUKOB» Hap 3nuKapAvanbHbIMU KOPOHAPHbIMU ap-
TepusMmu; CLaBnMBaHWe NepPeropofoyHbIX BETBEN KOPOHAPHbIX
apTepuii; 06¢TpyKUmMABT JDK; cnasm KpynHbIX KOPOHAPHbIX apTe-
PUI; NepPBUYHbIE HAPYLLIEHUS MeTabonn3Ma rmioKosbI, Kucnopoga
W KMPHBIX KUCNOT B KapaMOMMUOLMTAX; @ TakKe NPUCOeaNHUB-
LUMIACH aTepoCKNepo3 KOPOHAPHbLIX apTepuii, 0COBEHHO B CTap-
LUMX BO3PACTHbIX Fpynnax.

Y 6onbHbix TKMIT moxeT Habnwpgatbcs TsXKenas Wliemus
BNOTb [0 PasBMTWA MH(APKTA MuoKapaa. latonoroaHaTomu-
Yeckue MccnesoBaHus NOATBEPANAN Hanuymne y 60nbHbIX TKMI
C VHTAKTHbIMW KOPOHAPHbIMM apTepUAMU Q4aroBbIX Un And-
(py3HbIX M3MEHEHUIA MUOKapAa OT Ha4albHOro MeJsIkoo4aroBo-
ro ¢puéposa [0 O6LWMPHBIX 0651ACTe KPYNHOOYAroBOro TpaHc-
MypanbHOro Kapauockneposa, KoTopble SABMAKOTCA CNefCcTBUEM
ONNUTENbHO CYLLECTBYIOLLEro MieMmnyeckoro npouecca. Mo mepe
nporpeccuMpoBaHmns 3aboneBaHns y pafa 60SbHbIX PErncTpupy-
eTCA CHUDKEeHWe HacocHOW cyHKumm JIK u/unu MK, ceaizaHHoe
C pas3sutuem uobpo3a Muokapaa. ®ubpo3 B AaHHOM Cny4vae
MOXET ObITb PE3yNbTaTOM TPaHCKOPMaUUM KNEeToK MUoKapaa,
NOTEPABLUMX MEXKJIETOYHbIE KOHTaKTbI, 4TO 4acTO HabntogaeTcs
B MECTax XaoTU4YHOr0 PacrnonoXKeHns MbILLEYHbIX BOJSIOKOH, WiN
CNeACTBMEM WLLEMUM W UHGDApKTa MUOKapAa Ha (DOHE MUKPO-
BACKYNAPHOM NaTONOrnK, a TaKXKe MPUCOELMHUBLLIErOCH KOpO-
HapHOro arepocknepo3a. KpynHoo4aroBbli oubpo3 Muokapaa
MOXET NPUBOAUTL K UCTOHYEHUIO CTEHOK XXKESTyA04KOB, CHUKE-
HUIO 06CTPYKLMKU BT >Kenyao4koB, HApYLLUEHMKO CUCTOMNYECKON
byHKUMK, YBENUYEHMIO 0OLEMOB MOMOCTEN cepaua, Npu 3TOM
Aunaraums meHee BbipaxeHa, 4em npu JKMI.

PocT KonnareHoBOM CeTW U3 (DaKTOpa KOMMEHCALMI Ha Havarb-
HbIX CTaAmnsX 3a60/1eBaHNsA NPEBPALLAETCA B BAXKHbINA (hakTop na-
TOreHe3a 1 NOCTeNeHHO HapacTarLen xpoHuyeckoit CH. B npo-
Liecce pemojennupoBaHN MUOKapAManbHas UWEMUs NPUBOAUT
K NOBPEXJEHWIO 1 TMBenn 4acTu KapauoMUOLMTOB, NPOUCXOANT
CKNepo3npoBaHmne NormeLInX KNeToK, U3MeHAeTCs B3aumopacno-
NOXeHWe 0CTaBLUNXCS KapAMOMUOLIMTOB, U3MEHSAETCA reoMeTpus
1 pasmepbl NONIOCTeR CepAaLa U, Kak CnecTBUe, HapyLIaeTcs ero
(PyHKLMA. 3TN CTPYKTYPHO-CHYHKLMOHANbHBIE U3MEHEHUS ABNSA-
t0TCS OCHOBOW NPOrpeccMpoBaHns 3a6onesaHus.

ATepocKiepo3 KOPOHAPHbIX apTepUit MOXXET COMyTCTBOBATb
KMI, ocobeHHO B cTapLinX BO3pacTHbIX rpynnax. Gpean 60Mb-
HbiX TKMIT cTapwe 45 neT atepocknepo3 KOPOHapHbIX apTepuit
BCTPEYAEeTCA NPUMEPHO B 25% Cny4aeB, a B HEKOTOPbIX Cnyya-
X ABNAETCA NMPUYMHOIA MaHudhecTaumn 3a6onesaHns, npexae

NpOoTeKaBLUero NateHTHo. Cnefyer OTMETUTb, YTO KOPOHAPHBbIN
aTepocKI1epo3 MOXET 6bITb OHOM U3 MPUHUH CUHKONANbHBIX CO-
CTOSAHUIA 1 BHE3anHOoM cMepTu 601bHbIX TKMIT cpefiHero n noxm-
N10ro Bo3pacra. YyuTbiBas HEBO3MOXHOCTb MOSTHOTO UCKIYEHUs
aTepOoCKIIepPOTUYECKUX M3MEHEHUIA B KOPOHAPHbIX apTepusax npu
OLieHKe >Xanob M npoBefeHUM HEMHBA3UBHbLIX WCCNEA0BaHUN,
NpoBefieHNe KOpOHapoaHruorpaduu ABNSeTCa 0643aTesbHbIM Y
60nbHbIX TKMI, umetoLmx 601eBON CUHAPOM B FPYAHOI KNeTKe.

Mpu TKMIM Hanuymne cywiectBeHHON 06¢TpyKUmMM BT JIK, Bbl-
PaXXeHHOCTb runepTpodum muokapaa, 44 v uwemun muokapaa
ABNAOTCA BAXKHENLWMMU 1 TECHO CBA3AHHLIMN MeX[y CO60M Ae-
TEPMUHAHTAMU TSKECTU KNUHUYECKUX MPOSBNEHUNA, (PYHKLMO-
HaNbHbIX HAPYLUEHUA N «Ka4eCTBA XKU3HU>» BOJTbHbIX.

2.5. Knaccudpukauua KM

CeroaHs He cyLlecTByeT efiuHomn knaccudomkauum KM,

Mpu 3TOM BbIAENAOTCA CEMENHAs (CEMeNHbI aHaMHe3) 1 cno-
paguyeckas opMbl 3a60MEBaHMS.

Mopdhonornyecknii NpuHUMN NpeanonaraetT pasfeneHue B
3aBMCMMOCTW OT NOKanM3auuu U BbIPAKEHHOCTU rMnepTpodnm
(Ta6n. 2).

Ta6nuua 2. Knaccudpukauusa F’KMI B 3aBucumMocTy
oT nokanu3sayuu runeprpocpun (E.D. Wigle)

I. TunepTpodhus JIX: %
A)AcMmMmeTpuYecKas runepTpochus,B TOM YUCHeE:

- runeptpodous MK ~ 90%
-CpeHeXxXenya04KoBas runeptpous ~1%
-anuKanbHas (BepxyLLe4Has) runeptpodus ~3%
-runepTpocus cBO6OAHON NaTepanbHoN
unu 3agHen vactu MXKI ~1%
b)CMMeTpUyecKas (KOHLEHTpHYecKas)
runeprpodms ~5%
Il. TunepTpodus npaBoro Xxenyao4ka
(penko B coyeTanuu ¢ runeprpochuen JK) ~1%

Bo3moXHble BapuaHTbl: runepTpodoms 6asanbHOro O0TAeNa,
nepeaHen, nepeaHe6okoBon, 3aaHen Yactn MK, auddysHas
runeptpodous MXKIT.

B 3aBMCUMOCT OT HAIMYKUA UK OTCYTCTBUA 06CTPYKLMN BT JTK
B MOKOE W NMPU HArpy3ske BbIAeNsoT creayroLe sapuantsl FTKMM:

- 06CTPYKTUBHbIA (06CTPYyKTMBHAA TKMIT): rpagmeHT pasneHns
B BT JTXK >30 MM pT.CT. ¢ pa3BuTmemM cy6aopTanbHON Unu cpem-
HEXENyA04KOBOW 0BCTPYKLNK;

- NaTeHTHbIA (rpagueHT aasnenns BT JIK <30 B nokoe u >30
MM pT. CT. NPW HArpy3ke);

- HeOOCTPYKTUBHbIN (rpagueHT fasneHus BT JIXK <30 B nokoe
W NpU Harpyske).

MoapasfeneHne 60MbHbIX MO NPUHLMNY NOKanu3auum W Bbl-
PAXXEHHOCTN TUNEPTPOUN, HANNYMA U TSHXKECTU 06CTpyKumn BT
JDK uMeeT BaXKHOE KNUHWYECKOE 3Ha4YeHue, BNUAET HA Bbl6OP
TaKTUKMN Ne4eBHbIX MeponpusaTuii.
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IMABA 3. KNINHUYECKAA KAPTUHA,
TEYEHWE U NMPOrHO3 3AbOJIEBAHUA

KnuHnyeckne nposiBneHus 3a6oneBaHus KpaiiHe pa3Hoo6pas-
Hbl 1 ManOCNELMUYHbI: 0T 6ECCUMNITOMHBIX 10 HEYKIIOHHO NPo-
TPECCUPYIOLIMX U TPYAHO NOAJAMLINXCA MeauKaMeHTO3HOMY
neyeHno HopM, CONPOBOXAAIOLIMXCS TSKENON CUMNTOMATIKON.
Mpu 3TOM NEPBbIM M UHCTBEHHbIM NPOSIBNIEHNEM 3a60/EBaAHMS
MOXET cTaTb BC. BpeMeHHOI Anana3oH NOSBEHUS NEPBbIX CUM-
NTOMOB 3a60/1eBaHNs KpaiHe LWMPOK: OT NEPBOr0 rofia Xu3Hu A0
NPEKNIOHHOro Bo3pacTa. Kak npaeuno, 601e3Hb MaHUecTupy-
6TCS ME/INIEHHbIM Pa3BUTIEM Hecneuuduyeckoil CUMNTOMATUKK
C >Xanobamu 60MbHOM0 Ha cnadocTb, ObICTPYIO YTOMNSAEMOCTb,
OJIbILLIKY, FONIOBOKPY>KEHME.

HecneundnyHOCTb KNMHUYECKNX NPOSIBNEHNIA, NpeobnafaHne
6eCCUMNTOMHOr0 Te4YeHUsi 3ab6oneBaHus onpenenseT 60Mblune
TpyaHocTU anarHocTuku TKMIT. Tak, no Halium JaHHbIM, OCHO-
BaHHbIM Ha PETPOCMEKTUBHOM aHann3e MaTepuanoB WCTOPWIA
6one3tn 300 6onbHbIX TKMIT, HaxoamuBLIMXca Ha 06cnefoBaHum
B HUW knuHuyeckoi kapauonorum um. AJ1. MscHUKOBa B Teye-
Hue 20 nocnegHUX NeT, OLMBOYHOCTb NEPBUYHON AMATHOCTUKM
cocTasuna 6onee 50%, NpeANONOXMTENbHBIMI W 4acTO Hanpa-
BUTENbHbIMKU AuarHo3amu ssnanuck: UBC, nHgapkT mMuokapaa
(13.4%), nopok cepaua (14.6%), muokapaut (1%), aptepuans-
Has runepToHna (2.6%), nponanc mMuTpanbHoOro knanava (1%).
HekoTopoe ynydlueHne aToii cuTyauuu B NOCnefHee AecATune-
TIe, NPEXAe BCEro, CBA3aHO C 60MbLLE AOCTYNHOCTbIO IX0KInC-
CnefoBaHNs 1 60MblUeA 0CBEJOMIIEHHOCTbIO Bpaieil B OTHOLLE-
HWW JaHHOI NaTonorum.

B pazsepHyToi (hase 3abonesaHus npu NKMIT Hambonee 4a-
CTbIMU KJIMHWYECKUMU NPOSBNEHUAMUN ABNAKOTCA O/bIlLIKA, pas-
HoOoOpa3Hble 60MeBble OLLYLEHUS B FPYAHON KNeTKe Kapauan-
rMYeCKOro W/Wnm CTeHOKApPAUTMYECKOro XapakTepa, HapylleHus
pUTMa CepfeYHON [esTenbHOCTK (nepebou, yyalleHHoe cepa-
Lie6bmeHne), ronoBOKPYXKEHWE, Mpe-, U CUHKOMANbHbIE COCTOSA-
HUS. Y GOMbLUMHCTBA CMMNTOMATMYHBIX GOSbHBIX HAabnfaeTCA
COYEeTaHMe HECKONbKMX »ano6 BMAOTb A0 MOMHOFO0 CMMMTOMO-
komnnekca. Tak, B KOropTe HabntoaemMblX HaMW NALMEHTOB NpH
nepsu4Hoin rocnutanusdauum 40% 60nbHbIX MMenu 6onee 3 cyob-
EKTUBHbIX CUMNTOMOB. 06513aTeNbHOE UCMONb30BaHNE KOMMIEK-
ca WHCTpyMeHTanbHbIx MeToamk: IKI u, npexne scero, IXoKT,
No3BONIMNO 060CHOBATL ANArHOCTNYECKYO KOHLenumio FTKMIT.

Haubonee Yactas xanoba 60nbHbIx TKMIT - nporpeccupytoLlas
OfiblLLIKA WHCMNPATOPHOrO XapakTepa, YT0 U CAYXWT NOBOMAOM K
06paLleHN0 32 MEAMLNHCKOA MOMOLLbIO U CBUAETENbCTBYET 0O
nosieneHn n nporpeccuposaHun CH, vaule HabniogaeTcs npu
06CTpYKTMBHOW hopme. lMpuynHoii senstoTes [, 06CTpyKLMA
BT n nwemus muokapaa, passutie ubpunnauuu npeacepaunii.

bonesoii cuHapom npu FKMI, B nepByto o4epedb, CBA3aH C
nwemmeit MuoKapaa.

B ocHOBe 4acToii Xanobbl Ha cepaLedneHne n nepedoun B paéo-
Te cepaua y 6onbHbix FTKMI nexxar pasHoo6pasHble HapyLUeHNs
pUTMa CepAua: CUHYCOBas Taxukapaus, akcTpacucTonus, du-
6pUNNALMA Npeacepani.

MpecuHKoNanbHbIe N CUHKOMANbHbIE COCTOSHUA, HabMAal0-
wuecsa y 10-40% 6onbHbIX TKMIT, -BaXKHbIit CUHAPOM, HA OCHOBE
KOTOPOro CTPOMTCA cTpaTudmKaums pucka BC v TakTika BeeHuns.

KM — npakTn4eckn eAMHCTBEHHOE KapAWOBACKYNspHOe 3a-
6oneBaHue, KOTOPOE MOXET MaHUeCTMPOBATh B N1060M BO3pac-
Te YeN0BeKa OT MNafeH4YecTBa [0 My6OKOI CTapOCTH (C NEpPBbIX
AHelt n go 90 ner), Npu 3TOM, CpefHMA BO3pacT 60MbHbIX NpK
yCTaHOBKe fuarHo3a coctasnset 30-40 net. o cCOBpeMEHHbIM
npeactasnennam FKMIT cneayeT OTHECTW K KaTeropuu HeyKoH-
HO NMpOrpeccupyoLLyX 3a60neBaHNii.

Mpu 3TOM OTYETAMBO BbIAENAKTCA NSATh OCHOBHbLIX BapUAHTOB
TEYEHMS 1 MCXO/0B:

1 - cTabunbHoe, J06PoKka4ecTBEHHOE (N04TN Y 25% 60MbHbIX
6eCcCUMNTOMHOE) Te4eHIe NPK HOPManbHON B CPaBHEHMN C 06LLe-
NoNyNALMOHHOI NPOAOMKNTENBHOCTLIO XN3HK (75 NET n 6onee);

2 - thnbpunnayns npegcepamis (napokcmamarbHas unm nocro-
IHHAs1), aCCOLMMPOBAHHasA C CEPAEYHON HEA0CTAaTOYHOCTLIO pas-
NINYHON CTEMEHU BbIPAXXEHHOCTWN MOBbILUEHHBIM PUCKOM TPOM-
603MBONNYECKNX OCIOXKHEHNIA, BKIHOYAS WHCYNBT;

3 - nporpeccupyroujee TeYeHWe — YCUNEHME OfblLLIKK, Cna-
60CTU, YTOMSEMOCTM, 60NEBOr0 CMHAPOMA (aTUNUYHbIE 60K,
CTEHOKapAaus), MosiBeHUe Npe- U CUHKOMANbHbLIX COCTOSHUMA,
APUTMWIA, NPOrpeccupoBaHne CepaevHoil HeJoCTaTOYHOCTI NpW
COXPaHEHHOM CMCTONNYECKON DYHKLMKM JIXK 1 CUHYCOBOM pUTME
Unn B TEPMUHANBHOI CTaaum ¢ pemoaennpoBanunem J1IXK u cucto-
NNYECKON ANCYHKLNEN;

4 - «<KOHeYHaa cTagna» — nanbHenLlee NPOrpeccupoBaHmne aB-
NEHWiA 3aCTONHOIA CepIevHOi Hel0CTAaTOYHOCTH, CBA3AHHON C pe-
MOJENMPOBAHNEM U CUCTONNYECKON ANCYHKLMER JTDK;

5 - BHe3anHas cepfieyHas cMepTb — BbICOKMIA puck BC B cBA3N
C HenpeackasyeMbIMI XKenya04KOBbIMI TaXUapuTMUAMU, Yalle y
AL, MONOLOr0 BO3PACTa, B OTCYTCTBME CUMNTOMOB 3260NeBaHUA
(B TOM 4ucne y CnopTCMeHOB).

CnemyeT 0TMeTUTb, 4TO nauueHT ¢ TKMIT Ha BceM npoTske-
HUWU CBOEIA XXM3HI MOXET 1eMOHCTPUPOBATb MPUHAANEXHOCTD K
pa3HbIM BapuaHTam Te4eHWs 3a60MeBaHuUs, Y4TO 3aBUCUT Kak OT
«ECTECTBEHHOIO TEYEHNS» GONE3HU, Tak U 0T BO3MOXHOCTEN Nie-
4e6HOW ee KOPPEKLIMN.

Mporto3 npu TKMMN B uenom npeactasnseTcs 6naronpusr-
HbIM. EXXerofiHast CMEPTHOCTb Y B3POCbIX NaLIMEHTOB COCTaBNAET
1-3%, Torga,kak y fnetei M NoApPoOCTKOB gocTuraeT 4-6%, npu
3TOM, N0 JaHHbIM pPa3HbIX uccneaosannii, ot 50 go 90% netane-
HbIX UCXO[I0B Pa3BUBAETCA BHe3amnHO. [locnefHne eBponeiickme
NPOCNEKTUBHbIE HabMoAeHNs 60nbHbIX TKMIT B Te4eHne 5 neT u
6onee B LIEIOM NOKa3anu 6naronpusTHbIA NPOrHO3 3a60neBaHus,
£XKeroiHas CMepPTHOCTb He npeBbillana 1%. HanbonbLias cmepT-
HOCTb, acCOLMMPOBaHHas ¢ BC, xapakTepHa 415 Monofbix 601b-
HbiX TKMI, a cpean 60MbHbIX CPeAHEro W cTapluero Bo3pacTa
— 0T nporpeccupoBanns CH n nHcynbToB. Y NnL, MONOAOrO BO3-
pacta nporHo3 [KMIT meHee onpefdeneH. Tem He MEHee, CoBpe-
MEHHbIN B3rnag Ha nporHo3 npu FKMIT coctouT B TOM, 4TO 60nee
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YeM y 4eTBEPTU BOMbHbIX 3260NeBaHNe NPOTEKAET BNaronpusaTHO
1 NPOAOIKMTENBHOCTb XWU3HW He OTANYAETCA OT TaKOBOW B 06-
LUl nonynauuu. B Lenom nyyiwmii nporHo3 y 605bHbIX CTapLLero
BO3pacTa, NOTOMY Kak Yy 3TON KaTeropun 60nbHbIX 3a60nesaHue
M3Ha4YabHO 0TIMYAN0Ch 6oree 611aroNpPUATHLIM TEYEHNEM.

Mo AaHHbIM COBCTBEHHOr0 NPOCMEKTUBHOrO HabMOAeHMS,
10-neTHsAs BbKMBaeMOCTb 60nbHbIX TKMIT coctaBnset 82,5%,
5-neTHas BbbKMBaeMoCTb — 94,5%. BonbwuHctBo (59,2%)
60nbHbIX TKMIT gemoHcTpupytoT ctabunbHoe TeveHue, 37,9%
— Nporpeccupyownii xapakrep 3abéonesaqus. [Jons 601bHbIX C
6eCCUMNTOMHbIM XapaKTepoM 3ab0neBaHMs Obina KpanHe He-
MHOrO4MCIIEHHON (2,9%), 4TO XapakTepu3yeT 0CO6EHHOCTb Ha-
61103aeMON «rocnuTanbHOM» KOropTbl 60MbHbIX TKMIT.

MakcumanbHoe He6naronpuATHOE BIIMSHWE HA NPOTrHO3 60JIb-
HbiX TKMI — Hanuyne MA, ann3o040B HeycTonumBoil XKT, He-
afiekBatHoi peakumn ALl npu nposegeHun BAM Tecta n 06mo-
pokoB, BbipaxeHHOCTb O JTXK u CH ®K lIl. Mpwn 3aToM 60nbHbIE
C yMepeHHbIMK HapyweHusmn OO JIDK npoaemMoHcTpupoBani
100%-10 BbDKMBAEMOCTb K MOMEHTY OKOHYaHUs NPOCMNEKTUBHOMO
HabNaeHNS, a BCe YMepLUMe 60NbHbIe UMENK BbipaxeHHyo [
unn MA, Hanuyue KOTOPOR TaKxXe CBWUAETENbCTBYET O TAXEIbIX
[NACTONNYECKMX HapylleHnsax. Bo BCeX BbIABMIEHHbIX KOMOWUHA-
LMAX NPU3HAKOB B Ka4eCTBe Hambosee BAXXHbIX MPOrHOCTNYECKN
Heb6naronpuATHLIX PAKTOpPoB npucyTcTBYOT MA 1 3nu3ogbl He-
ycTonumsoit XKT. Hanuume y o6cnefoBaHHbIX 60bHbIX MA 1
3NKU30[0B HeycToN4MBON XKT CHUXXAET NPOrHO3UPYEMYIO BbIKM-
BaeMoCTb K 90-My MecsiLy HabntoaeHna 0o 22%. CoyetaHue Bcex
5 He6naronpuaTHbIX hakTopos npeanonaraet 100%-t0 netans-
HOCTb B TeyeHue 8 ner.

BapnabenbHOCTb NpOrHO3a OnpeaensieT Heo6X0AMMOCTb Ae-
TabHON CTPAaTUNKALMA pUcKa (haTaNibHbIX OCNOXHEHWI 3a-
60neBaHNsA, NOUCK AOCTYNMHbIX NPOrHOCTUYECKUX NPEANKTOPOB W
KPUTEPWEB OLIEHKWN NPOBOLUMOrO feYeHNs.

Han6onee rposHeiM ocnoxxHeHnem FKMI, o4esnaHo, onpeje-
NSAOLWMM NPOrHO3 U 4acTO He aCCOLMMUPOBAHHBIM C BblPaXKEHHO-
CTbtO KJIMHUYECKON CUMNTOMATWKM, ABNSETCA BHE3aNHas CMepTb.
MoTeHuManbHbIMK MexaHu3Mamu passutia BC y 60bHbIX TKMI
KPOMeE MepBUYHbIX XEeNy[04KOBbIX apUTMUIA AN NEPBUYHBIX re-
MOJMHAMUYECKNX KONNancoB MOryT ObITb NofHas 61okaaa cepa-
L{a, acMCcTonusA, KPYynHoOo4aroBblil UHG)APKT MUOKapaa, 6bICTpoe
aTPUOBEHTPUKYNSPHOE NPOBEAEHNE NO AONOHUTESIbHLIM NYTAM
unu AB y3ny, JOKYMEHTUPOBAHHbIE KaK COObITUS, NPeALLecTBYiO-
wme BC. OgHako ucTuHHy npuyuny BC y 6onbHbIx FTKMIT onpe-
JennTb BecbMa cnoxHo. O6pallaeT Ha cebs BHUMaHUE MHOr006-
pasue npegpacnonaralowmx naTtogmsnonorniecknx akTopos,
CO3JaK0LLMX YCNOBMA ANs 3anycka W peanusauun MexaHu3MoB
BHE3arnHoii CMepTu.

3.1. CTpatudmkayms pucka BHe3anHou
cmepTu y 60nbHbLIX TKMI

FKMI aBnseTcs Hamboree 4actTo BCTPEYAOLLEACs NPUYNHOI
BC cpean nuu monogoro Bo3pacta, npu atom BC MOXeT 6bITb
nepBbIM M eMHCTBEHHbIM NpPOsBIEHMEM 3aboneBaHns. 3apa-
ya nNporHo3upoBanus u npegotepatleqns BC y 60nbHbIX TKMIM
0CTaeTCA Hanbosee BOXHON U aKTyanbHOW. B HacTosLlee Bpems
nosBUINCL 3(PPeKTUBHBIE MeTOLbI NpodunakTukm BC, B CBA3N
C 4YeM BbIfiBneHne 60nbHbIX TKMIT ¢ BLICOKMM pUCKOM ee pas-
BUTUS MOXXET NPUHLMNNANBHO MOBAMATL HA NMPOrHo3 3aboseBa-

HUS B 3TOI 0CO60M KaTeropum nauueHTos. Mpu atom npu KM
BC moxeT Habnoaatbca B Nt060M BO3pacTe, 0[HAKO, 3HAYUMO
yaiLe passmBaeTcs y MonoAblx (Monoxe 30 net) nauueHTos. IT0
OCNOXXHEeHWe 3260/1eBaHNA ABNAETCA yalle daTaibHbIM, 3aKaH-
YMBAKLWMMCA NeTaNibHbIM UCX00M, OAHAKO, UMEKTCSA Cnyyvau
YCMELWHOM peaHuMauum nocne [AOKYMEHTMPOBAHHBIX Cly4aes
OCTaHOBKM CepAua, passutus yctonymson XKT, cmbpunnsumm
XKeNyA04KOB, NAPOKCU3MOB HAKEeNYA04KOBOA (MepLaTenbHoN)
Taxmkapanu.

Bce 60nbHble TKMIT Ha aTane nepBUYHOro 06c¢ef0BaHNns W/unm
B NpoLiecce ANHAMNYECKOro HabnAeHNs JOMKHbI ObITb CTPATH-
(huLMpOBaHbI Ha HaNUyKe crefyowmx akTopos pucka BC:

a) yKasaHWs B MepCOHANbHOM aHaMHe3e Ha PerucTpauuio
mbpunNaUMN XKenyaodkoB, 3nu3odoB ycTtoiumson KT unu
OCTaHOBKY Cepfua, BKoYas MMNaHTauMio KapanosepTepa-ae-
ubpunnatopa (WKL) B CBA3M C HanU4mMeM >Kenyao4yKoBbIX Ta-
XNAPUTMMWIA;

0) ykasaHns Ha BC y poACTBEHHUKOB, BKIIHO4As UMNNAHTALMIO
VK[ B CBA3U C HANN4MEM Xeny[04KOBbIX TAXMAPUTMUIA B CeMeil-
HOM aHaMHe3e;

B) HEOOBACHNUMbIE 3NNU30/bl NOTEPU CO3HAHUS;

r) Hanuyue JOKYMEHTUPOBAHHBIX 3NN3040B HeycTon4YmBon XKT
(3 unmn 6onee KOMNNEKCOB ¢ YacToToi 6osee 120 ya/mMuH) no pe-
3yneratam améynatopHoro CM-3KT;

1) MakcuMarnbHas ToNLWMHA CTeHKM JTIK > 30 mm.

B pamkax ctpatudpukaumu pucka BC y naumentos ¢ FTKMIT ue-
necoobpasHo OLEHUTb afekBaTHOCTL npupocta ALl B npouecce
NPOBEJEHNA Harpy304HOro TecTa.

Ctpatudukauuio pucka BC uenecoobpasHo npoBOAUTL Ha ne-
puoanyeckoit ocHose (Kaxpaple 12-24 mecaua) y 605bHbIX TKMI
C YCTAHOBJIEHHbIMU (DAKTOPAMMN pUCKa, ¥ KOTOPbIX K[ He 6bin
MMMNAHTUPOBAH.

CornacHo co6CTBEHHbIM pe3ynbTaTaM B X0[e NMPOCMEKTUBHOMO
10-netHero Habnogenns, us 174 ymepnu 18 (10,3%) 60NbHbIX,
13 KoTopbIx B 11 (65,6%) cnyyasx 0TMeYeH BHe3amnHbIN XapakTep
CMepTU. BbICOKYHO NPOrHOCTUYECKYID 3HAYMMOCTb B NpejcKasa-
HUM BHE3aNHOro (hatanbHOro Mcxofa 3a60seBaHNUs COXpPaHMN
BCE OCHOBHble HeOGNaronpuUATHblE NMPOTHOCTUYECKME (aKTOPbI.
[Mpn aTOM BO3pACTaeT POsib ANNU30[0B HEYCTON4MBON KT, Napok-
cu3mansHoi popmbl MA 1 06MOPOKOB B Ka4yeCTBe NPeanKTopoB
BbiCOKOro pucka BC 6onbHbix TKMI. MA sBnseTca 0gHUM U3
OCHOBHbIX (DAKTOPOB, HE TONbKO He6NAronpuUATHO BIIMSIOLLIMX
Ha NPOrHO3, HO U HapALy C HeycTol4uBoi KT onpeaensroLwmx
BbICOKUI puck BC 60nbHbIX TKMIT, 4T 10 nocnefHero BpeMeHn
SBNANOCH NPeAMETOM AUCKyccun. He noafieXxmt COMHEHWo TOT
thakT, 4to passuTme MA,ABNAACH NPOABNEHNEM NATONOMMYECKOr0
pemofenupoBanus cepaua npu F’KMI, npeacTaBnserca kak ot-
JefbHbli BapWUaHT NPOrpeccupytoLlero eCTeCTBEHHOro Te4YeHus
3a60nesanunsa. 0cobas THKECTb TeYeHUs M NPOrHo3a 3abonesa-
HUS JEMOHCTPUPYETCS NPU COYETAHUN HECKOMbKUX M3 Hebnaro-
MPUATHBIX NPU3HAKOB.
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MABA 4. ANATHOCTUKA I'KMN

[leTanbHas OLEHKA KIIMHUYECKUX NPOSBIIEHWIA N Pe3ynbTaToB
06beKTUBHOIO 06CNeL0BaHNA, AaHHbIX aHaMHe3a (BKNo4as ce-
MEWHbIA), TeHOAMArHOCTUKA, aHanu3 pPe3ynsTaTtoB WHCTPYMEH-
TalnbHbIX METOA0B NMO3BOSET C BbICOKOW BEPOATHOCTbLIO 3anofo-
3pUTb 1 NoATBEPANTL AnarHo3 MKMIT.

COBpEMEHHbIA YPOBEHb Pa3BUTUS MEOULMHCKOA TEHETUKM,
pa3paboTka M BHEAPEHWE B LUMPOKYID KIWHWUYECKYID NPaKTUKY
BbICOKOTOYHbIX MeT00B [IHK-AMarHOCTMKKM C WUCNONb30BaHM-
eM MOSIMMEPA3HOIA LeNHOA peakumn Onpeaenser 3HaYUTESbHbIN
NpOrpecc B pacrno3HaBaHUW LENOro psaa natonaorMyeckux npo-
ueccos. [JHK-gmarHoctuka, HanpaeneHHas Ha MOWCK reHeTuye-
CKMX [edeKTOB Kak NpuyuHbl 3a60neBaHus, NpuaHaHa «3010TbIM
cTaHgaptoM» auardoctuku FKMIT n BKNntoYeHa eBponeickumm u
amepuKaHCKMMKM 3KcnepTamu B anroputM BedeHWs NauueHToB.
970 06YCNOBNEHO €€ BbICOKOW CMeuntnyHOCTbI0 U BO3MOX-
HOCTbK) UCMONIb30BaHUA Kak Kputepus AuddepeHLmanbHomn
anarHoctukn. Metop aHanusa [1HK 6esonaceH u, B cry4ae o6Ha-
PYXKEHWUS M3BECTHOW MyTauuuW, OABT OKOHYATeNbHOe MOATBEPX-
nexuve amardoda FKMI1. BaXHO OTMETWUTb, YTO [aHHbIA NOAX0[
ABNIAETCA NPAKTUYECKN eOUHCTBEHHbLIM, KOTOPbIA 3(PEKTUBEH
Ha AOKNUHWUYECKOM CTagum 1 No3BONAET NPOBOANTL MEAMKO-Te-
HETUYECKOE KOHCYNbTUpoBaHue. [I0CTOMHCTBOM METOAA ABNSET-
CS1 BO3MOXHOCTb 3204HOr0 06C/eJ0BaHMS TPYNM pUCKa.

BaxkHbIM focTouHcTBOM [IHK-AMArHOCTUKN ABNSETCA BO3MOX-
HOCTb NpeaBuaeTb pas3suTie 3ab60seBaHUs 40 BPEMEHU NosBIe-
HUA CMMNTOMOB, YTO MO3BOJIAET 3apaHee HaYaTb HabnoaeHue 3a
nauueHToM, yMeHbllas BEPOATHOCTb HE61aronpuATHOro 1CxXona.
HakoHel, BO MHOIMX Cly4asx, MOXHO NpeasuaeTb NpPOrHo3 3a-
60neBaHnsa, UCX04A U3 XapakTepa v NoKanu3auum reHeTU4ecKoro
nedoekta. Bce aTv npenmyLLecTsa onpeaensoT Heo6Xo0aMMOCTb
LUNPOKOr0 UCMNONb30BaHNA MONEKYNAPHO-TreHeTUYeCKUX METO10B
ans guardoctuku FKMI.

4.1. CTpaterua reHeTu4eckoro
TECTUPOBaHUA U CEMEHHOr0 CKPUHMHIA

1. [eHOAMarHoCcTMKa U reHeTU4ECKOe KOHCYNbTUPOBaHWe pac-
CMaTPUBAETCA KaK YacTb 06LLei OLeHKM npu 06CnefoBaHnm na-
uuenta ¢ FKMIM.

2. Mauuentsl ¢ TKMIT, npoxogsLune reHeTU4ECKoe TecTupoBsa-
HUe, JOMKHbI ObITb OCBELOMIIEHbI B X016 KOHCYNIETUPOBAHMS MO
BOMpOCaM HacnefcTBEHHOCTU CepAeYHO-COCYAUCTLIX 3a60eBa-
HUIA U KNUHUYECKOTO 3HA4YEHUS MONY4EHHbIX PE3YNbTaTOoB.

3. CKPUHWMHE (KNUHWYECKWiA, C unn 6e3 reHeTMYeckoro TecTu-
POBaHWA) PEKOMEHIYETCS AN POLCTBEHHWUKOB MEpBOii CTeneHu
poacTea 60sbHOro FKMII.

4. TeHeTuyeckoe TectupoBaHue Ha FKMI n gpyrue reHetuye-
CKME MpU4MHbI HEO6bSCHUMOW rUnepTpothun MUOKapaa peko-
MEHAYeTCs Y NaUMeHTOB C aTUMUYHOW KNUHWUYECKOW KApTMHOM
3a60neBaHns UM NPU NOJO3PEHUM HA HANMYMe B Ka4eCTBe Npu-
YWHbI MHBIX TEHETUYECKUX HAPYLLIEHUIA.

5. leHeTn4eckoe TecTMpoBaHne 060CHOBAHO B OTHOLLEHUM POS-
CTBEHHWKOB NepBON CTeNneHW POLCTBA A1 TECTUPOBAHUS PUCKA
passutua FTKMIT.

6. MoNnesHoCTb reHeTNYeCKoro TECTUPOBAHNA B OLEHKE PUCKA
BHe3anHoit cmepTu npu FKMIT npeacTaBnsaeTca HeonpeLeneHHoil.

7. TlpoBefieHne reHeTUHecKoro TeCTUPOBAHUSA HE MOKAa3aHo Y
POLACTBEHHWUKOB NALMEHTOB 6€3 YCTAHOBJIEHHON NaTOreHHON My-
Taumu.

8. lpoBefeHne KNNHNMYECKOrO CKPUHWUHTA HEe MOKa3aHo Y re-
HOTUM-0TPULATENbHbIX POACTBEHHWKOB MpU CEMenHoi chopme
TKMIM.

9. V HocuTenen natoreHHbIX MyTauuii 6e3 (DEeHOTUMNYECKUX
npossnexnii TKMIT pekomenayeTcs nposeaeHne KT, TpaHcTOpa-
KanbHOM IXOKT 1 KNMMHMYECKOro 06CNeI0BaHNS B ONPeeneHHbIe
NpoMeXxyTku Bpemenu (o1 12 go 18 mecsLes y AeTeli 1 noLpocT-
KOB W KQX[ble 5 J1eT ns B3POCNbIX) B 3aBUCUMOCTM OT BO3pacTam
KNUHUYECKOro cTaTyca.

4.2. InekTpokapanorpacus u
CYTOYHOE MOHUTOpUpoBaHue IKI

3meHeHHble KT BbISBNAIOTCA Yy a6COMOTHOTO 60/bLUNHCTBA
OO0NbHbIX, JaXe 4acTo B OTCYTCTBME xano6. Haubonee Tmnuy-
HbIMW, XOTA U ManocneunduyHbimm, IKI NpU3HaKamn SBASAKOT-
CA NPU3HAKU rMNepTPOUU MUOKapA NEBOr0 Xenynouka u/munu
MDKI1, BKnto4as BONbTAXHbIE, U3MEHEHUS KOHEYHOWN YacTy Xeny-
[0YKOBOr0 Komnnekca (fenpeccus cermenTa ST, CrnaXeHHbIA 1
oTpuuaTtenbHbIA 3ybey T), natonorndeckuin 3ybew Q unm 3y6upl
QS B TeX WM WHbIX OTBEAEGHNSAX, YTO NOPOI ABNSAETCH NPUYUHON
OLUNGOYHON ANATHOCTUKU UH(APKTA MUOKAPLA.

IKMIT npuHamnexuT K Kateropuu ceprie4Ho-CoCyaucTbIX na-
TONOTUIA, NPU KOTOPbIX Hanbonee 4acTbiM U BECbMA BaXHbIM B
KNUHUYECKOM W MPOrHOCTMYECKOM MiaHe NposiBfeHuem 3a6o-
neBaHns ABNAIOTCA HapyLweHus putma cepaua (HPC). C BHeape-
Hnem CMOKI B 06s3aTenbHblii NnaH 06CnefoBaHNsA NauNeHTOB
KM cTano o4eBUAHLIM, 4TO MHOro06pa3Hble PAcCTPOACTBA
CEepAey4HOro puTMa perucTpupytoTcs npakTU4eckn y Bcex 60rb-
HbIX TKMIT.

CornacHo COOCTBEHHbIM pe3ynbrataM, Y 96,5% 06CneaoBaHHbIX
60nbHbIX TKMIT peructpupyioTcs pasHoo6pasHble HapYLLIEHUS puT-
Ma cepaua: XK3 B 81,4%, anusofp! HeycTonuneoin XTs 23%, HXKIB
72,8%, ann3onpl HXTs 31,8%, noctosHHas dpopma MAB 6,9%, na-
pokcuambl MAB 2,7% cnyyaes. [lpu 3TOM B X0fe NMPOCMNEKTUBHOIO
HabnaeHNa 10N8 60MbHbIX C NapoKcuamansHoin popmoii MA Bo3-
pactana ¢ 11,8 5o 19,1%, noctosHHoit MA — ¢ 6,9 1o 14,8%. B cuny
ONPELenAIoLLero BIMAHUA HA TSHXKECTb KIMHWUYECKWUX NPOSBIEHUIA W
nporxo3 3a6onesaHus B cnektpe HPG y 60mbHbIx TKMIT HanbonbLuee
3Ha4eHWe UMEKOT HeycToHmBas XKT 1 coubpunnaums npencepaui, Ya-
CTOTA BbISIBNEHWS KOTOPOI HEYKITOHHO YBENUYUBAETCA M0 MEpe ecTe-
CTBEHHOI0 TE4eHMS 1 NPOrPEcCMpOBaHMs NaToNOrN4YeCKoro NPoLecca,
1 [IeTepPMUHMPOBAHA CTeneHbio HapyLeHus [ u o6¢Tpykumm BT K.
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Cbemka IKI (B 120TBeaeHUAX) HeobxoaMmMa npu 06cnenoBsa-
HUM BCeX 60MbHBIX € nogo3peHnem Ha FKMI n B npouecce fuHa-
Mu4eckoro HabngeHus npu FKMI.

1. CyTo4HOE ambynaTopHoe (XONTepOBCKOE) MOHWUTOPMPOBA-
Hue IKI (CMIKT) pekomeHAyeTc Ans BbIABNEHUS Y 6OMbHbIX
KM anu3ogos XXT n oT6opa KaHAWAATOB ANS MMMNAHTALMN
KO,

2. CM3KT nnw pernctpaums cobbiTus peKoMeHAyeTcs 60MbHbIM
KM ¢ xxano6amu Ha cepauebueHne n/mnn ronoBoKpYXeHue.

3. NMosTopHas peructpauus IKI pekomeHayeTcs y NALKUEHTOB C
IKMIT B cny4ae yxyaLeHms cuMNToMaTuku.

4. Peructpaunio 3K pekomMeHAyeTcs NoBTOPATb Kaxgble 12-
18 mecsLeB B Ka4eCTBE KOMMOHEHTA CKPUHUHI-anropuTma y nog-
POCTKOB MepBOIA CTeMNeHW POACTBA MO OTHOLIEHWKD K 60NbHOMY
KM, He UMeloLMX 3X0KapANorpadnHecKMXnpu3Hakos runep-
Tpohuu MroKapaa.

5. Peructpauus 3KI pekoMeHyeTCs Kak KOMNOHEHT CKPUHUHT -
NropuTMa y poACTBEHHWKOB NEPBOMA CTeNeHW POACTBA 60NbHbIX
FKMIM.

6. CMOKT uenecoob6pa3Ho noBTOpATh pa3 B 1-2 roga 60nbHbIM
KMI, y KOTOpbIX paHee He BbISBNANUCL 3Nn30bl XKT.

7. Peructpauuo 3KI uenecoobpasHo pekomMeHaoBaTb 60/b-
HbIM TKMIT cTabunbHOro KNMHMYECKOr0 TEYEHNUs ANS BbIBNEHUS
ACUMNTOMATUYHbIX HAPYLUEHWIA NPOBOANMOCTI U pUTMA Cepaua,
a TaKxe uépunnAaLMu npescepanii.

8. CM3KT moxeT 6bITbucnonb3oBaHa y 60mbHbIx FTKMI ¢ uento
BbISIBJIEHUS ACUMNTOMATMYHbIX MAPOKCU3MOB MepLaHus/Tpene-
TaHWA npencepaun.

9. C y4éToM ycTaHoBseHHOM ponn MA Kak BaxHeilLlero Hebna-
rONpUATHOro0 hakTopa, ONPeaenstoLLero TAHKECTb KIUHUYECKUX
NPOSBNEHNIA N (DYHKLIMOHANIbHOE COCTOAHME, MPOTHO3 W BbICOKYHO
BeposTHOCTb BC 6onbHbiX TKMII, pekomeHayetcs WCMonb3o-
BaTb METOANYECKNI MOAXO0A K MPOrHO3MpOBaHUID (hMbpunnaLmm
npeLcepaunii No pesynsrartam aHanusa annTeNbHOCTU CUrHa-yC-
pefHeHHo P-sosiHbl npu CM3IKT.

4.3. Ixokapauorpadus

OCHOBHbIM U [AOCTYNHbIM BWU3Yanu3upytownm MeToaoM
anarHoctukn TKMM sengetca 9xoKl. KomnnekcHoe wuc-
cneaoBaHue ¢ aHanu3om nokasateneit He Tonbko TMAM, HO
NBMN u TMIO-3xoKTl, no3sonset noay4nTb BaXHY MHGOP-
Maumio AN OUEHKM Anactonnyeckon gyHkuun. G npaktu-
YeCKOM TOYKU 3PEHMA, TAKOW MOAX04 NPeacTaBnserca Hau-
6onee onpaBAaHHbIM B CBA3M C M3BECTHbIMU TPYAHOCTAMMU
B MHTepnpeTauun pesynbtatos 06bi4HOro 3xoKr nccnepo-
BaHMA.

1. 3x0KI npwn nepBuYHOM 06CNeJ0BAHNN PEKOMEHYETCS BCEM
nauueHTam ¢ nogo3speHuemua MKMI.

2. [ToBTOpHbIe IXOKI nccnenoBanns peKoMeHayTCcs 60NbHbIM
KMI ¢ M13MEHEHNAMU B KITMHUYECKOM CTaTyCce UNN NOSBNEHUEM
HOBbIX CEPAEYHO-COCYANCTBIX COOLITUI.

3. 90Kl pekoMeH[YeTCs KaK KOMMOHEHT CPUHUHI-anroputma
451eHOB CeMbm 6051bHOro MKMI, ecnu X015 6bl OAWH U3 HUX He SIB-
NAETCA TEHOTUN-0TPULATENbHBIM U BbISIBIEHA aCCOLMMPOBAHHas
C 3a60neBaHNEM reHHas MyTaums.

4. MNepnoamnyeckoe (4epe3 12-18 mecaues) IXOKI-CKpUHUHT
pekomeHayeTcs ana netei 60nbHbIX TKMI, Ha4MHas ¢ Bo3pacTa
12 neT 1 paHee, KOraa 04eBUAHbI MPU3HAKM BbICTPOrO POCTa U No-
NI0BOr0 CO3PEBAHWUA W/UAWU NAHUPYIOTCH UHTEHCUBHbIE 3aHATUSA
CMOPTOM MNK UMEIOTCA YKa3aHus Ha cnyyvan BC B cembe.

5. TpaHcazoharanbHasa IXoKI pekomeHayeTcs Ans npoBeaeHUs
MHTpaonepaunoHHOro KOHTPONA npu CenTanbHOVMU3KTOMUMN.

6. IX0KI 1 3xoKI ¢ UHTPaKOPOHAPHLIM BBEJEHUEM KOHTpACT-
HOro Belectsa y 60nbHbIX TKMIT B npouecce nposefeHus cen-
TJIbHOM aNKOronbHOM abnsuum .

7. 9xoKI nomxHa Mcnonb3oBaThCA C LENb KOHTPONS pe-
3y/1bTaTOB XWUPYPrUHeCKOro fevyeHns (CentanbHaaMM3KTOMuUSA) 1
CenTasibHOM anKOrosibHOM abnALMM Y 60SbHbIX C 06CTPYKTUBHON
FKMI.

8. 9xoKTI, nposoanmas kaxnaple 1-2 rofa, MoXeT 6bITb Nose3-
Ha y 6onbHbIX TKMIT cTabunbHOro Te4eHUs Ang AUHaMUYecKon
OLIeHKM CTeneHu runepTpochmn Muokapaa, o6ctpykuum BT JK n
MWOKapAnabHON yHKLNN.

9. 3xoKTI B ycnoBusx Harpy3kn MoX<eT 6bITb UCMNOMb30BaHA ANS
BbISIBNEHNS U KONMYECTBEHHOW OLIEHKM YPOBHSA AWHAMWUYECKON
06CTPYKLMI NPK €€ OTCYTCTBMW B NOKOE Y 60MbHbIX TKMIT.

10. 3x0KT ¢ Harpy3Koii, Koraa pesynbratbl 06b14HOM IXOKI He-
y6eanTeNbHbI, MOXET 6bITb NONE3HOI A1 NPUHATUS PELLEHNS O
MeNKaMeHTO3HOW Tepanuu, Npy NIaHUPOBAHUK CENnTanbHONMN-
9KTOMWM 1 OLIEHKE BO3MOXHOCTY NPOBEAEHNSA CENTanbHOM anko-
rOSIbHOM abnauum.

11. MNposeneHne 3xOKI B COYeTaHWU C BHYTPUBEHHLIM BBeE-
[EHNEM KOHTPAcTHOrO BELLeCcTBa LieNecoobpasHo B CNOXHbIX
ANarHocTuyeckux cutyaumsax (anukansHas KM, nHapKT Bep-
Xywku JIK, CNOXHOCTU B OLIEHKE BbIPQXXEHHOCTU runepTpodn),
0C06EHHO, KOrga Apyrue Bu3yanusupyroLine MeToabl (B 4acTHO-
cti, MPT-Tomorpadus) HeJOCTYMHbI UK NPOTUBONOKA3aHb!.

12. CepuitHoe npoBefeHne IxoKI LienecoobpasHo y KNnHuYe-
CKM 6eCCMMNTOMHbIX NALMEHTOB, MMEOLLMX POACTBEHHUKA Nep-
BOi cTeneHn poncteabonbHoro MKMI, a reHeTuyeckui craryc
HensBecTeH. lccnefoBaHns MOryT NPOBOAUTLCA Kaxzble 12-18
MecsLeB Yy fieTel 1 NOAPOCTKOB M KXXAbIe 5 JIeT Y B3POCHbIX.

13. 3xoKTl y naumentoB ¢ FKMI1 He cneayeT npoBOAMTb Hallle,
Yyem pa3 B rof, KOraa HeT CYLLECTBEHHOW OMHAMUKMN B KIMHUYE-
CKOM cTatyce 60/1bHOr0.

14. 9xoKI" B ycnoBusx Harpy3ku u/unu koHTpactHas IXoKIl He
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PEKOMEHAYETCA, Koraa 06bl4Has PyTUHHAA METOAUKA YOeanTeNb-
HO noaTeepxaaeT anarHo3 FKMIT n/unm HeT Noao3peHUin Ha Ha-
nnyne cTabunbHom o6¢Tpykumum BT JDK, cBA3aHHOR ¢ camOoCTOS-
TeNbHOIA KanaHHOM NaTonoruen.

4.4. MaruMTHo-pe30HaHCcHanA
Tomorpadwmsa cepaua

1. MarHuTHo-pe3oHaHcHas Tomorpadousa cepaua (MPT) npume-
HAETCA Y 60SbHBIX C NoAo3peHnem Ha FTKMI B cnyyasx Hey6ean-
TenbHbIX pesynsratos AXoKI.

2. MPT y nauneHToB C ycTaHOBNEHHbIM anarHosom FKMIT pe-
KOMEHAYeTca, Koraa TPebyeTcs LONONHMTENbHAs MHopMaums
0 JIOKanu3aumn 1 BbIPOKEHHOCTU rUNepTPOcUIA UM aHATOMUN
MUTPIIBHOrO0 KnanaHa v nanuanapHbiX MbllL, afeKBaTHO He
onpefenieHHbIx No pesynsratam IXoKI, anapelseHn sonpoca o
NPUMEHEHNN NHBA3UBHbIX METOAMK.

3. Mpumenenne MPT cepaua LenecoobpasHo Ans BbiSBIEHMUS
anuKanbHOR runepTpoqun n/unu aHeBpM3Mbl Npu HeybeanTenb-
HOCTM pe3ynbratoB AxoKT.

4. Y 0TAenbHbIX NauWeHTOB C YCTAHOBEHHbIM [UArHO30M
'KMIT u HeonpefeneHHo cTpatuduumpyemblx no pucky BC (pas-
pen 3.1.) nposegeHne MPT ¢ refonnHueM MOXeT ObITb M0OMe3-
HbIM NPK OnpefeneHnn fanbHenLen TaKTUKIN NeYeHns.

5. MPT ceppua mMoXeT faBaTb NONe3Hy MHGOpMALMIO B CNy-
Yaax gudpdpepeHumansHoii auardoctukn mexay KM, amunon-
[030M, 6051e3Hb0 Pabpu, LAMP2-cuHgpomom.

4.5. Harpy3ou4Hble TecTbl

1. Harpy3ouHbiii Tpeamun-tecT y nauuentos ¢ FKMI uenecoo-
6pa3eH ans onpeaeneHns MYHKLUMOHANbHO| CNoCO6HOCTH U 3-
(hbeKTUBHOCTW NPOBOANMOIL Tepanuu.

2. Tpegmun-TecT ¢ MoHuTOpUpoBanuem IKI u ALl uenecoobpa-
3eH Ans ctpatudpukaumn pucka BC 6onbHbIx TKMIT.

3. bonbHbIM TKMI, y KOTOPbIX MUKOBbIA FPAANEHT AaBfIeHUS
He npesblwaeT 50 MM pT. CT., NnpoBedeHne IxoKI B yCnoBUsx
Harpysku Lenecoo6pasHo s ONpefeneHns u Konn4ecTBEHHON
OLIeHKN AMHaMmn4eckoii o6¢Tpykumn BT JIK.

4.6. BoisBneHue conyTcTBYHOLIEH
WwemuyeckKon bonesHu cepaua

1. KopoHapoaHruorpadus (Uim KOMnbioTepHoe ToMorpadmye-
CKOe uccnefosaHue) nokasaHo 6onbHeIM TKMIT ¢ xano6amu Ha
ANCKOMCOPT B rPYAHOI KITETKE, MMEKOLLIMM NPOMEXYTOYHYIO Ui
BbICOKYI0 BEpOATHOCTb pa3sutus NBGC, koraa Hanuyme conyTcTBy-
tOLLIE KOPOHAPHOI NATONOrUM U3MEHUT NIe4e6HYI0 CTpaTernio.

2. Y 60nbHbIX KM ¢ xanob6amu Ha AUCKOMOPT B rPyAHOIA
KNETKe U HU3KOW BEPOATHOCTbIO pa3suTua MBC uenecoobpasHo

NPOBOAUTL OLEHKY aHaTOMWUKU KOPOHAPHOrO pycfia ¢ MOMOLLbH
KOMMbKOTEPHOrO TOMOrpapuyecKoro MCCneaoBaHna Ha npeamert
BO3MOXXHOI CONYTCTBYHOLLEI KOPOHAPHOI naTosiorum.

3. Y 60nbHbIx TKMI ¢ kanobamMu Ha AMCKOMAOPT B rPyAHON
KNEeTKe U HU3KOW BePOsSTHOCTbIO pa3suTua MBEC uenecoobpasHo
npoBeAeHne 0JHOGOTOHHOW 3MUCCMOHHOW KOMMbIOTEPHOM TO-
morpacpum (03KT) nnn no3NTPOHHOR SMUCCUOHHON TOMOrpadoum
(M3T) ¢ Uenblo OLEHKN NWEMNYECKUX U3MEHEHNIA U HAPYLIEHMI
nepdysnn Mmokapaa ans UCKo4eHns Bo3amoxxHoii VbC.

4. Y 6eccumnTOMHbIX 605bHbIX TKMIT npoBefeHne pyTUHHON
O3KT un ctpecc IxoKI ans BbIABNEHMS CKPbITON ULLIEMWW, CBA3AH-
Hom ¢ BC, He nokasaHo.

5. OueHKa KOPOHAPHOro pe3epsa Ha OCHOBE KOMMYECTBEHHOM
OLIeHKN MWOKapAManbHOro KpoBOTOKAa no pesynbratam 3T He
NMEET CYLLECTBEHHOr0 3HAYeHWs [N OMpefeneHus nporHosa
npu FTKMIT.
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[MABA 5. JIEHEBHAAl CTPATEIA NMNPU KM

Mo coBpeMeHHbIM NPeACcTaBNeHNAM nevebHas cTpaTerus onpe-
Jensercs B npoLecce nojpasaenieHns 60NbHbIX HA KaTeropuu B
3aBUCUMOCTMN OT OMMCAHHbIX BblLLE BAPUAHTOB TEYEHMS U NPOTHO-
3a (puc. 2). Bce 60nbHble TKMIT, BKKOYas HocuTesel natonoru-
YECKMX MyTauun 6e3 (HeHOTUMUYECKUX NPOSABNEHUA BONE3HN U
60NbHbIX C 66CCMMNTOMHBIM TEYEHUEM 3260NEBAHUSA, HYXAAIOT-
Sl B AMHAMUYECKOM HAbMOleHN I, B XO/ie KOTOPOro OLeHMBAETCS
XapaKTep 1 BbIPQXXEHHOCTb MOPYONOrNYeCKNX 1 reMoanHaMmnye-
CKNUX HapyLUEHWHA.

Jleye6Han Taktuka npu FTKMIT onpepnensieTcs OCHOBHbIMU Ma-
TOOU3NONOrnyeckuMn HakTopamm pa3suTUS 3abomneBaHus: 06-
cTpykums BT JIK, BbipaxxeHHocTs O], MP u uwemun mnokapaa,
XapaKTep W TKECTb HaPYLLEHWA CepAeYHOro PUTMa, a TaKxe Co-
nyTcTBYtOLe natonoruneid. 0co60e 3Ha4eHne UMEeT BbISBNEHNE
(hakTopos, onpegensoLUxX He6NaronPUATHbLIA MPOrHO3 W NOBbI-
LUEHHbIA puck BC, B 4aCTHOCTW, CKPbITbIX MPOrHOCTUYECKMN 3Ha-
YUMBbIX APUTMKIA.

K 06LnM MeponpuaTUAM OTHOCATCS OrpaHUyeHne 3HaYUTeSb-
HbIX (OM3MYECKUX HArpPy30K W 3anpelleHne 3aHATUA CrOpPTOM,
CMOCOOGHbIX BbI3bIBATE YCYryb6neHue runeptpouu MuokKapaa,
MNOBbILLIEHNE BHYTPUXENYL0YKOBOro rpagneHTa AaBneHus u pu-
cka BC. Y 6onbHbix TKMI B pamkax 30p0BOro 06pasa »Mu3Hu
LLenecoobpa3Ho NpoBeaeHINe a3poBHbIX YIPAXKHEHWIA HU3KOMN WH-
TEHCUBHOCTH.

[Ina npepynpexpeHus WHMEKLMOHHOTO 3HAO0KapAuTa B CU-
Tyauusx, CBA3AHHbLIX C pa3BUTMEM GaKTepUeMuu, 0CO6EHHO npu
06CTpYKTMBHBLIX dhopmax KMI1, pekomeHAyeTcs aHTUOUOTUKO-
npogonnakTuKa, aHanoruyHas TakoBOW Y 60NbHBIX C NMOPOKaMu
cepaua.

5.1. beccumntomubie nauueHTbl ¢ FTKMI

[l0 HaCTOSALLEr0 BpEMEHU OKOHYATESIbHO He PeLLIEH BONPOC O He-
06X0AMMOCTY NPOBEAEHUS aKTUBHOI MeANKAMEHTO3HOM Tepanmu
Hanbonee MHOrOYUCIIEHHOI rpynne 60NbHLIX ¢ 6ECCUMNTOMHON
unu manocumntomHon dpopmamut FKMIT n HU3KOW BEPOATHOCTbLIO
BC. MpOTMBHUKN aKTMBHOWN TaKTUKM 06PALLAtOT BHUMAHME Ha TO,
Y4TO NpM 6NAronNpPUATHOM TeYeHUI 3a60neBaHNA NPOAOIHKNTENb-
HOCTb XXM3HU 11 NOKA3aTeNIn CMEPTHOCTU He OT/IMYAOTCA OT TaKo-
BbIX B 06LLeN nonynauuu. HeKoTopbIe XXe aBTOPbl YKa3bIBatoT, YTO
NCMONb30BaHNe B 3TOM rpynne nauneHToB (-afpeHo6510kaTopos
W AHTAaroOHUCTOB KanbLus (Bepanammun) MOXeT crnoco6CTBOBaTh
CLEPXMNBAHWIO TeMOANHAMUYECKUX HAPYLUEHUIA W KITMHWYECKON
cUMNTOMaTUKK. TMpn 3TOMHMKTO He OcnapueaeT TOT (DAKT, 4TO
BbDKMAATESIbHAA TaKTKKA B CITy4asxX 6€CCUMNTOMHOMO UK Mano-
cumnTomHoro TedeHms TKMIT BO3MOXHA NULLb MPW OTCYTCTBMN
NPU3HAKOB BHYTPUXXENYL04KOBON 06CTPYKLM, 06MOPOKOB U Ce-
PbE3HbIX HAPYLIEHWA CEpPAEYHOro pUTMa, OTArOLLEHHON Hacnep-
CTBEHHOCTM 1 cnyyaeB BC y 6113KMX POACTBEHHUKOB.

« Taktnka nevyeumna naynentoB FKMIT ¢ komopbugHeiMu U co-
nyTCTBYIOLMMH CEPREYHO-COCYANUCTBIMH 3a60/1eBaHnAMHU (ap-
TepuanbHas runepToHns, nabet, runepannngemns, OXnPEHHE)
CTPONTCA B COOTBETCTBUM C JEHCTBYIOLYUMM PEKOMEHJALNAMA.

Cnenyet npuaHatb, 4To neveHne FKMIT, reHeTM4eCKN 06yCnoB-
NEHHOro 3ab051eBaHNs, 00bIY4HO PACNO3HABAEMOr0 Ha NO3aHei
CTaguu, Noka MOXeT 6blTb B 60SbLUENA CTENeHN CUMNTOMaTnye-
CKUM W NannvaTueHbIM. TemM He MeHee, OCHOBHbIMU 3ajadqamu
NeYeBbHbIX MEpOnpuATUiA ABNAIOTCA He TOSTbKO NPOdMNaKTMKa 1
KOPPEKLMSA OCHOBHbIX KIMHUYECKUX NPOABNEHNIA 3a60N1EBaHUS C

PucyHok 2. Jleye6Has cTpaterus B 3aBUCMMOCTN OT OCHOBHbIX KnuHU4eckux Bapuantos FKMI

06was nonynauusa 6onbHbIX FTKMI

A 4

Bbicokuii puck BC

v A

A 4

A
OtcytcTBMe OtcyTcTBME MAN Manas NmnnanTtauns
(DEHOTUNNYECKNX BbIPQKEHHOCTb KapauosepTepa -
nposBneHuiA CUMMTOMOB fecubpunnatopa
Nnaronorn4yeckoro
reHoTuna >
A 4
! MepuarensHas aputmns
Ha6ntopeHwne PH P
o AT ‘ Mporpeccuposanne 1
e —— > B-6nokaropb! CUMMTOMATUKN Kapavosepcus
| Bepanammn KonTtponb HCC
AHTUKOATYNAHTDI
VMmeHbLUeHNe K
NOCTHArpy3Ku o | [fusonupamua
H PebpaktepHoCTb K
[nypeTuku | e || HeobctpyktuBHas | | wegukamenTosHomy |,| OOCTPYKTUBHAS
[IroKcUH 4 rKMM fIeYeHmI0 FKM
B-6nokatopbl H 1
CnmpoHonakToH a AnkorornbHas
7 q Xupyprus: cenTanbHas DDD
TpaHcnnanTayns - cenTanbHas MUIKTOMUSA a6nsLms
cepaua anbTepHaTUBHbIE METOAb
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YNyYLIEHNEM «Ka4yeCTBa» XXM3HU NAUWNEHTOB, HO W MONOXUTENb-
HOe B/IMSHWE HA NPOrHO3, npefynpexaeHue cny4vaes BC u npo-
rpeccuMpoBaHus 3a6onesaHus.

COBpEMEHHbIA aNropuUTM JNIEYeHU CUMNTOMATUYHBIX 60Jb-
Hbix TKMIT npegnonaraet MakcumanbHOe MCMNOSb30BaHWE BO3-
MOXXHOCTEl J1eKapCTBEHHOI Tepanuu, a npu ee HeddeKTus-
HOCTW NPKU OBCTPYKTUBHON hOpMe 3a60NeBaHUS — NPUMEHEHME
XUPYPruyecknx (CentanbHas MWSKTOMUS) WM anbTepHATUB-
HbIX WHTEPBEHLMOHHbIX METOA0B KOPPEKUMM (4pes3koxHas
TPaHCNIOMIUHANbHAA anKoroNnbHas centanbHas aénauus, DDD-
anekTpokapamocTumynauuns). K ocoboii kateropuu 601bHbIX OT-
HocATcs nauneHTsl ¢ FTKMIT BbICOKOrO pucka BHE3amnHo cMepTu.
OTpenbHyto rpynny npeAcTaBnstoT 60/bHbIE C «KOHEYHON CTau-
en» 60Me3Hwm.

9.2. ®apmakorepanua NKMI

OcHoBy MeamkameHTo3HoW Tepanun TKMIT  coctasns-
0T npenaparbl C OTPULATENbHbIM WHOTPOMHLIM AEACTBUEM:
B-anpeHobnokatopbl (B-AB), 6nokatopbl KanbuWeBbiX KaHarnos
(Bepanamun), gusonupamug (putmunet). [ng neveHus secbma
pacnpoCTPaHEHHbIX NMPW 3TOM 3a60J1eBaHNN HAPYLLEHW Cepaey-
HOT0 PUTMa NCNOSNb3YETCH TaKXKeaMUOAAPOH 1 COTasoN.

®apmakoTtepanus [KMI npegnonaraet AOCTUXEHUE ONTU-
MaibHO 3(PPEKTUBHON, NOPOI MAKCUMasIbHO BO3MOXKHON, 403bI
npenapara npy MUHUMaNTbHON BEPOATHOCTI PAa3BUTUS NOBOYHbBIX
3(pPeKTOB. JleyeHne N06bIMI NeKapCTBEHHbIMU CPEACTBAMM Ha-
YHAETCA C MUHUMAJTbHBIX JO3 U OCTOPOXHbIM UX TUTPOBAHWEM B
TeYeHue JOCTaTO4HO JONroro BpeMeHu. [nutenibHoe AMHamunyec-
KOe HabJloJeHne MOXeT npeanonaratb Kak 3ameHbl UCMOMb3Ye-
mMoronpenapara, TaK u ero 4o3bl.

(3-appeHo6nokaTopbl CTany MepBsoil 1 OCTAKOTCA U MO Cei AeHb
Hanbonee 3ahHEKTUBHONIPYNNOI NIeKAPCTBEHHbIX CPEACTB, Npu-
MeHsieMbIX B JiedeHun TKMIT. OHM 0Ka3bIBaKOT XOPOLUMA CUMM-
TOMaTU4eCKM 3DCHeKT B OTHOLUEHUN OCHOBHBIX KIUHUYECKMX
NPOABNEHNIA: OfbILKU W cephuLebueHns, 601eBoro CUHAPOMA,
BK/IIOYaACTEHOKapAMI0, HE MeHee YeM Y MOJSI0BUHbI 60MbHbIX
KMTIT, 4T0 06yCcNnoBneHo, B OCHOBHOM, CMIOCOGHOCTBIO 3TUX Mpe-
napaToB yMeHbLLATL NOTPEBHOCTb MUOKApAA B kuciopoe. bnaro-
[aps oTpuLaTeNbHOMY MHOTPOMHOMY [ENCTBUI0 U YMEHbLUEHWIO
aKTMBaLuMM CUMNATO-afpPeHanoBoil CUCTEMbI NpU (HM3UYECKOM
W 3MOLMOHaNLHOM HanpsxkeHun (-Ab npepoTspaljaloT BO3-
HUKHOBEHME WIIN MOBbILIEHNE BHYTPYIKENTYA04KOBOr0 rpajueHTa
[aBNeHNs Yy 60SbHBIX C NaTeHTHON W NabuNbHOM 06CTPYKLMENR,
CYLLIECTBEHHO He BNWASA HA BEIUYWUHY 3TOrO rPajueHTa B MOKOe.
lMoka3aHa cnocoBHOCTb P-Ab MONOXKMTENBHO BNMATL HA (PYHK-
LMOHANbHBIA CTAaTyC NAuUWeHTOB B YCNOBMAX KYPCOBOrO W Anu-
TeSIbHOr0 NMPUMEHeHUs. XOTS npenapatbl He OKasblBAOT NPAMOro
BNWAHWA Ha AMACTONMYECKOe paccrnabneHne MMOKapaa, OHKU Mo-
ryT ynyywarb HanonHeHne JIK KOCBEHHO — 3a CHET YMeHbLLEHNA
4aCcTOTbl CEPAEYHbIX COKpALLEHUA W NpedynpexaeHns uwemmn
CepieyHon MbiwiLbl. ekt P-aapeHo6r10KaTopoB Ha MPOrHo3
y 605bHbIX TKMI o cux nop octaetcs HeonpefeneHHbIM. Pa-
Hee CYWUTANoCh, YTO UX NPUMEHEHUE B BbICOKUX [03aX CNOCOOHO
ymMeHbWwUTb puck BC. Tak, B 04HOM 13 UCCNEA0BAHUIA BbINO NOKa-
3aH0, 4YTO UCNOJNb30BAHNE BbICOKUX 103 NPONPaHOIIona NpuBoLuT
K CHUWXEHWO CMepTHOCTK y 60nbHbIX TKMIT geTckoro Bospacra.
OnHako Apyrve asTOpbl NOAYEPKMBAIOT, YTO Bbi3biBaemoe (-Ab
CUMNTOMATMYECKOE YIYyHLUEHWe He CONPOBOXAALTCS perpeccueit
runeptpodoum JIXK 1 ynyyiweHnem BbKUBAEMOCTY BOSbHBIX.

IDDEKT B OTHOLLEHUU KYNUPOBAHUA W NPeLynpexaeHns xe-
NY[0YKOBBIX U CYNPaBeHTPUKYNAPHBLIX apuTMuii 1 BC He foKasaH,
O0ZHaKO, pAL CMeLmManncToB BCE XXKe CYMTAET LieSIeco06pasHbIM UX
NnponUNakTU4eckoe HasHaveHune 60nbHbIM TKMIT BbiCOKOrO pu-
CKa, BK/0Yas NauMeHTOB MOSI0AOr0 BO3PACTa C OTATOLEHHbBIMN
cnyyasmu BC B cemenHOM aHamHese.

Mpeanoytenne otpaetcs (-Ab 6e3 BHYTpeHHeil cUMMaToMu-
METUYECKOI aKTMBHOCTW. HanbonbLUnii OnbIT 6bIN HAKONIEH MO
NPUMEHEHN0 NponpaHonona(o63naad, aHanpunuH). Ero HasHa-
yanu, HaymHas ¢ 20 mr 3—4 pasa B [1eHb, C NOCTENEHHbIM YBENINYe-
HUEeM [,03bl NOJ KOHTPONEM Nynbca W apTepuanbHOro AasneHus
(Al) Bo MakcumarnbHO NEepeHoCUMON, B GOMbLUNHCTBE Crly4aeB
120-240 wmr/cyt. CnenyeTt CTPeMUTLCA K NPUMEHEHUIO BO3MOX-
HO 6onee BbICOKWX 403 Npenapara, T.K. 0TCYTCTBUE AhdekTa Te-
panuu B-ABb, BEPOATHO, CBA3AHO C HEAOCTATO4HON AO3MPOBKOM.
Mpu 3TOM Henb3a 3a6biBaTb O TOM, YTO MOBbILEHWE [O3UPOBOK
CYLLECTBEHHO YBENMYMBAET PUCK NOO0YHLIX 3ddekToB. [o3y
B-AB tutpytot fio poctikeHns YCC 55-65 B MuHyTY. Y B3pOCIbIX
N NOXWUIbIX 60MbHLIX PEKOMEHAYeTCA 136eratb MCMonb30BaHNA
BbICOKMX [103 B CBA3U C 4aCTbIM Pa3BUTUEM BbIPQXXEHHOI 6paau-
Kapamu, ycyrybneHus HapyweHuin LeHTPanbHON reMoguHaMUKM
W KNWHUYECKOI cumnToMaTtiki. Kpome Toro, creflyeT NOMHUTb 0
APYrUX N3BECTHBIX NOB0YHbLIX agpdhekTax B-Ab: HapyLueHne npo-
BOAMMOCTW, BMOTb [0 MOSHOWA nonepeyHoi 61oKaapl, 6pOHX0-
Cnasm, Ba30KOHCTPUKLMA nepudeprnyeckinx cocyaos, HapyLLeHue
TONEPAHTHOCTM K [NIHOKO3€, 3PEKTUNbHASA AUCYHKLMSA 1 Apyrue.

B HacToslee BpemMs B CBA3M C GOJSbLUEA KOMMIAEHTHOCTHIO
60JIbHbIX LUMPOKO U3Y4aeTCs BO3MOXXHOCTb 3(D(DEKTUBHOIO Npu-
MEHEHWs HOBOrO MOKONEHUA KapauocenekTuBHbIX B-Ab npo-
NOHTMPOBAHHOIO AECTBUSA, B YACTHOCTU, aTE@HON0MA, KOHKOpA U
apyrux. MNpu 3TOM CyLLECTBYET TOYKa 3PEHMS, 4TO Kapanocenek-
TUBHbIE P-agpeHobnokaropbl y 60mbHbIX TKMIT He umetot npe-
UMYLLECTB Nepef HeCeneKTUBHbIMM, TaK Kak B 60SbLIMX A03aX,
K NPUMEHEHWUIO KOTOPbIX CreflyeT CTPeMUTbCA, CENeKTUBHOCTb
NPaKkTU4eCKN yTpaymnBaeTcs.

B cnyyae HEBO3MOXHOCTW [OCTWXXKEHUS ONTUMaNbHOro 3g-
(hekta unu passutua No60YHbIX 3dhdekTos oT npuema B-Ab
NPUHATO aNIbTEPHATUBHOE HA3HAYEHWE AHTArOHMCTOB Kanbuus
(Bepanamun, guntuasem). Takxke CyLLECTBYET MHEHWe, 4TO Npu
HE[0CTaTo4HON 3thheKTUBHOCTU MOHOTepanun B-Ab Lenecoo-
6pa3HO NOAKMOYEHNE K HUM Anu3onupamuga.

PekomeHayeMmblit K npumeHeHuto y 60nbHbIX TKMIT ¢ Tshxenbimm
CYNPaBEHTPUKYNAPHLIMU U XKeNy[04KOBbIMW apUTMUAMK COTa-
71011 COMETAET B CEOE CBOWCTBA HECENEKTUBHbIX B-Ab 1 aHTMapuT-
Muyeckux cpencts Il knacca (amnoaapoHonofo6HbIA 3dhdhexT),
061afaeT Cnoco6HOCTbIO  YBENUYMBATL  NPOSOSIKUTENIbHOCTb
peddpakTepHOro nepuoga npeacepauin, NPOBOAALLENA CUCTEMbI
W XKenyno4vkoB cepaua. Y npenapata OTCYTCTBYHOT XapakTepHble
QNS aMMoJapoHa CBOICTBA OPraHHOM ToKcuyHocTU. OgHAKo Te-
panus cOTanonom npeanonaraeT TLATENbHbIA KOHTPonb JKI
(npogomkuTenbHoCTb UHTepBana QT<500 mc, QTc<550 mc). Mpu-
3HAKM BEHO3HOr0 3aCTOA B NErKMX, BK/KYaA HOYHbIE NPUCTYMb
cepaedHoi actMbl, npu FKMIT He ABRAOTCA PeaKOCTbIO U B 60/b-
LUMHCTBE cnyyaes o6ycnosnedsl A1 JTK. Takum 60M1bHbIM NOKa-
3aHO neyeHue B-Ab unn aHTaroHNCTamMy KanbLMsA B COYETaHNUN C
OCTOPOXHbIM MPUMEHEHNEM CanypeTMKOB.

MpuMeHeHWe 6GNOKATOPOB MEANEHHbIX KanbLWEBbIX KaHANoB
npu FKMIT 0CHOBaHO Ha CHUXXEeHWU YPOBHA CBOBOAHOIO KanbLuus
B KapAMOMUOLUTAX 1 HUBESIMPOBAHNW ACUHXPOHUN UX COKpaLLie-
HUS, YNyYLWeHun paccnabneHns MMoKapaa u CHKEHUN ero co-
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KPaTMMOCTHU, CHUXEHWUM YPOBHA 06CTpyKLuu BT JDK, yBennyeHmn
TONEPAHTHOCTM K (DU3NYECKUM Harpy3kam, NoAasneHnu npoLec-
cOB runepTpocpun muokapaa. Cpeam 6n0KaTtopoB KanbLMEBbIX
KaHanoB npenapaTtoMm Bbl6Opa, 6narofaps HambonblLUel Bbipa-
XKEHHOCTU 0TPULATESIbHOr0 WHOTPOMHOrO AEeNCTBUSA W Hambosnee
ONTUMANbLHOrO Npoduns hapmakonornyeckmnx CBOIMCTB, ABNAET-
Ccs Bepanamun (M30NTUH, (PUHONTUH).

OH o6ecneynBaeT cumnToMaTUyeckuin adekt y 65-80%
00NbHBIX, BKNKOYas Cny4au pedpakTepHoCcTH K nevequnio B-Ab,
4TO 06YC/OBMEHO CMOCOBHOCTHIO Mpenapata yMeHblUaTb WLle-
MU0 MUOKapaa, B T.4. 66360M€BYt0, 1 yny4luaTh ero AMacTonu-
Yyeckoe paccnabneHue u nogatnueocTb JIXK. 310 CBOMCTBO Bepa-
namuna o6ecrne4qnBaeT NOBbILLEHWE TONEPAHTHOCTU BOJSTbHBIX K
(hu13n4eckoin Harpy3ke U CHKEHME CyBaopTanbHOro rpagmeHTa
[aBreHns B MOKOE NPy MeHbLLEer No cpasHeHuio ¢ 3-Ab cnoco6-
HOCTW K YMEHbLUEHUID BHYTPYKENYA04KOBOA 06CTPYKLUMM Npu
(hu13n4ecKoM 1 IMOLMOHASTBHOM HaNpPSKEHNU.

MpuMeHeHWe Bepanamuna MOXXET COMPOBOXAATbCA CHUKE-
HUEM CMCTEMHOr0 COCYAWUCTOro COMPOTMBIEHMS B CBA3W C ne-
pucepuyeckuM BasoaunatTupyrowmm adgektom npenapara. Y
OTAeSbHbIX 60MbHbIX C 6a3aNbHON U BHYTPUXENYA04KOBON 06-
CTPYKLMEN B COYETaHMN C noBbILLeHHbIM KO B JTXK 1 CKNOHHO-
CTb0 K CUCTEMHOI apTepuanbHOi r1nOTEH3UU NPU YMEHbLUEHNN
NOCTHArPY3KN BHYTPUWXENYA04KOBbIN FPAANEHT AABNEHNUS MOXET
pe3Kko BO3pacTarb. 3TO CNOCOOHO NPUBOAMTL K PA3BUTUIO OTEKa
nerknx, KapauorenHoro woka u gaxe BC. Mogo6Hble rpo3Hble
OCNOXHEHUs hapmakoTepanun BepanamMmmnom OnuUcaHbl TaKxe y
60nbHbIX HEO6CTPYKTUBHOW TKMIT ¢ BbicOKUM AaBneHnem B I,
Y KOTOPbIX OHW 06YCNOBNEHbI OTPULATENBHBIM €0 UHOTPOMHbIM
JencTBueM. PUCK pa3BMTUA TaKMX FPO3HBIX OCTOXXHEHWUI BO3pac-
TaeT Kak npu 6bICTPOM NOBbILLIEHUM J03bl NMEPOPaASbHOrO npena-
pata, TaK U He0O60CHOBAHHO arpecCMBHOM BHYTPUBEHHOM BBe/e-
HUM Bepanamuna. BepoATHOCTb Pa3BUTUA NOBOYHBLIX 3CHIEKTOB
Bepanamuna HeBesmka y 60/bHbIX 63 NPU3HAKOB BblpaXKEHHON
XCH n ymepeHHOI 06CTPYKLMEN.

HasHayeHue npenapara cnegyer HaYvMHaTb B YCIOBMAX CTaly-
OHapa ¢ Manblx 403 — 20-40 mr 3 pasa B [ieHb C MOCTENeHHbIM
UX MOBBILLEHNEM NPU XOPOLUEA NMEPeHOCUMOCTUA [0 CHUKEHUS
4acTOTbl CEPAEYHbIX COKPALLEHWI1 B NOKOE A0 55—65 B MUHYTY.
KnuHnyeckui acppekT HacTynaeT 06bI4HO NPU NpUemMe He MeHee
160-240 mr npenapata B CyTKu, a 605ee yno6HbI B YCNOBUAX ANN-
TEIbHOr0 NPUMEHEHUs MPONOHTNPOBaHHbIE (HOPMbI (M3OMTUH-
petapg, Beporanui-perapp).

MecTo auntnasema B nedeHun FKMIT oKoHYaTeNbHO He onpe-
neneHo. Mpu npoBeaeHUM OCTPbIX NPo6 HABMAANOCH YNyuLle-
Hue paccnabnenus JIXK n ymeHbwenune [. metotca naHHble,
47O B cpeaHeii go3e 180 mr/cyT 3a 3 npuema OH 0Ka3bIBAET CTOMb
)Ke BblpaXXeHHOe, Kak 240 mr Bepanamuna, 61aroTBOPHOE BNU-
SHWEe Ha ANacTONUYecKoe HanonHeHue JIK 1 0JMHAKOBBbI CUM-
NTOMATUYECKNIA 3CDEKT, OHAKO, B MEHbLLEN CTENEHN Yry4LlaeT

hmamnyeckyto paboTocnocobHOCTb 60/bHbIX.

CornacHo pesynbratam CO6CTBEHHbIX UCCREA0BAHWUA, ANUTENb-
Has Tepanus ateHononom(50-150 mr B cyTku), 6GMCONPONoNIoM (5-
10 wmr), Bepanamunom (240-480 mr) u cotanonom (160-320 mr B
CYTKM) B PaBHOW CTENeHN NPUBOAMNT K YMEHbLUEHNIO KNUHNYECKMX
CUMMNTOMOB, YNyHLIEHUIO Nepdy3nun MUOKapAa, NOBbILLEHNIO TO-
NEPaHTHOCTU K (DU3NHECKUM Harpy3Kam W «KaqecTBa XXU3HU» He
MeHee 4eM y nonoBuHbl 601bHbIX TKMIT. CHUXEHMe rnobanbHbIX
nokasatenein BPC npu npumeHeHun ateHonona, cotanona u Be-
panamunia He CBWAETENbCTBYET 00 YXYALIEHUM KJIMHWUKO-TeMO-
ANHAMWNYECKoro cocTosHus 60nbHbIXx TKMIT. YnyyiweHuo knu-
HUKO-remMoauHaMmnyeckoro cratyca naumeHtos ¢ FKMM Ha dooHe
Tepanun 6UCONPOSIOSIOM 1 BepanamuioM COOTBETCTBOBANO CHU-
)KEHWe YPOBHEN NPeacepaHOoro 1 MO3roBoro HaTpUnypeTUYecKux
nenTuAOB B nnasme Kposu. [pyn 3TOM UCXOAHO Y 60NbLIMHCTBA
(90%) o6cnenoBaHHbIX 605bHbIX TKMIT BbISIBNEHO NOBbILIEHHOE
copepxaHue Nt-proANP u Nt-proBNP B nnasme kpoBu, KoTopoe
accoLMMPYeTCA C BbIPAKEHHOCTbIO runepTpodum muokapaa JiXK
n O, TKECTbH reMoauHAMUYECKMX U (OYHKLIMOHANbHBIX Hapy-
LLUEHNA.

Mepudbepnyecknx BasonIaTaTopoB, BKITKOYAs HUTPATLI, U Cep-
[EYHbIX IMIMKO3UAO0B CriedyeT n3beratb 13-3a ONACHOCTY YXYALLIE-
HUS [WACTONMYECKOro HanosfHeHus JIK W peskoro CHuKeHus
CepAevHoro Bbl6poca, BNoTh 0 PA3BUTUA CUHKONE 1 BHE3AMHOW
CMepTH.

Cnepyet oTmetuts, 4T0 B-AB (32 MCKNKOYeHWEM coTanona) u
AHTAroOHWUCTbI KanbLma 0611a4a0T cNaboi aHTUAPUTMUYECKON aK-
TUBHOCTBIO, B TO BPEMS KaK 4acTOTa OMACHbIX Xenya04KOBbIX U
CYNpaBeHTPUKYNAPHBIX apuTMUA Yy 60nbHbIX TKMIT ypesBbivaii-
HO BesIMKa. [103TOMY aKTyanbHO NPUMEHEeHWe Y 3TON KaTeropuu
60/bHbIX aHTUAPUTMUYECKUX NPenapaTos, B pALY KOTOPbIX Hau-
6onee NONyNApPHLIM U PEKOMEHAYEeMbIM BeLlyLMMU Crelpuannucra-
MU SBNAETCA AU30NUPamMug.

Nu3onupamug (pMTMUEH), OTHOCALLMIACA K aHTUapuTMukam IA
Knacca, 06/1aJaeT BbIpQXXeHHbIM 0TPULIATENIbHBIM UHOTPOMHBLIM Y
M-xonuHonuTtuyeckum adodoektom, y 60nbHbIX TKMIT cnocobeH
CHUXaTb YPOBEHb 0OCTPYKLMM BbIXOLHOr0 TpakTa JIXK, nonoxu-
TeNIbHO BNIMATb HA CTPYKTYpY Avactosnbl. MexaHusm [encTeus
npenapara CBA3aH He TONbKO C 6JI0KA[0M HATPMEBbLIX KaHasoB,
HO U CO CHUXXEHWEM KOHLLEHTPALWI BHYTPUKNETOYHOMO KaNlbLMS.
AP PeKTUBHOCTL ANMTENBHOMO NEYEHUs AM30oNUpamuaom no-
Ka3aHa B OTHOLEHUN 60MbHbIX TKMIT ¢ 06CTpyKLMEN 0TTOKA U3
JDK. CHuxKeHue BbipaxxeHHOCTH 06¢TpyKuumn BT JTXK v 1 conpo-
BOX[AETCA YNyYLUEHNEM KITMHUKO-(PYHKLMOHANBHOMO COCTOAHNA
nauueHTos. lpenapar BbIFOAHO UCMONb30BaTh Y 60MbHbIX KM
C XKeJTyA04KOBbIMU apuTMUAMU. HacTo ausonupammi KOMOUHM-
pyetca ¢ B-Ab ¢ uenbio afeksatHoro ypexenus YCC, 0co6eHHOo
npu ousn4eckoin Harpyske. BnusHue Tepanun gusanmpamuaom
Ha NMPOrHO3 3a60J1eBaHNA He ONpeeneHo.

HayanbHas cyTo4Has 4o3a, 06bI4HO pa3faeneHHas Ha aBa npue-

Tabnuua 3. Pekomengyemble cxembl nevyenus 6onbHbix FKMI $-Ab n aHTaroHucTamu Kanbuus

Mpenapat
- NponpaHosnon 60-80 mr/cyTkm
- METOMnpoJsion 12,5-25 Mr/cyTKu
- aTeHonoN 25-50 mr/cyTKn
- buconponon 1,25-2,5 Mr/cyTku
- Bepanamus 60-120 mr/cyTKn

- NPOJIOHrMpOBaHHble hopMbl Bepanamuna 120 mr/cyTku
- IMNTNA3eM 60-120 mr/cyTKm

HavanbHas go3a

LleneBas po3a

240-320 mr/cyTkm
50-100 mr/cyTKu
150-200 mr/cyTku
5-20 Mr/cyTKu

240-480 mr/cyTkm
240-480 mr/cyTkm
180-240 mr/cyTku
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ma, coctaBnseT 400-600 mr ¢ nocTeneHHbIM yBenuyeHmem o 800
Mr. [pu 3TOM, KaK 1 B Clly4ae Ha3Ha4yeHus cotanona, Heobxonu-
MO KOHTPONMPOBATh NPOAOMKUTENBHOCTb MHTEpBana QT no 3KT.

Cnenyet 0TMETUTb, 4TO NPUMeHeHe ausonupamuaa npu FKMM
TpebyeT co6Mt0AeHNS 0C0060/ OCTOPOXKHOCTU B CBA3M C BO3SMOX-
HOCTbHO Pa3BUTMA CBOWCTBEHHOrO 3TOMY Knaccy npenapatos
NPOapUTMNYECKOro adpdpekta, 0CO6EHHO Y 6ONbHbIX C HapyLLe-
HUEeM (OYHKUMM noYek. Mpn HasHa4eHun npenapara MoryT BO3HU-
KaTb 1 ApYrue 0CNOXHEHUs, cBA3aHHbIe ¢ ero M—xonuHo-60Ku-
pytoLLMM 3 EKTOM: CYXOCTb BO PTY, 3anop, 3afepxka moyu. B
HACTOALLEE BPEMSA MPEANPUHUMAIOTCS NONbITKNA MPUMEHEHNSA NP
o6cTpykTeHon FTKMIT gpyroro aHTuaputmmka IA knacca — Ln6eH-
30/11Ha, He o6nagaroLiero M-XonnHONUTUYECKUMIN CBONCTBAMN.

[locTato4Ho 90hheKTUBHBIM CPEACTBOM JieHeHns 1 Npocunak-
TUKM KaK >Xenya04KoBbIX, TaK U CYyNPaBeHTPUKYNAPHbLIX apUTMNiA
npu TKMI sBnseTcs aMMoAapoH (KOpHapoH), KOTOPbIA Hapady
C aHTUAPUTMUYECKOM aKTUBHOCTbIO, MO-BUANMOMY, HECKOJSIbKO
YMEHbLUAET rMNepKOHTPaKTUIbHOCTb U ULLEeMUI0 MUOKapaa. bo-
nee Toro, no mHennto W. McKennaetal., nokazaHa ero cnoco6-
HOCTb NPeaoTBpaLLATb Y TaKUX OOJSIbHbIX XXU3HEYrpoXawLLme
apuTMuK, nexxawme B ocHose BC. OgHako B apyrux uccnefosa-
HUAX NOJ06HbIX [LOKA3aTesbCTB He b0 NOMYyYeHO.

JleyeHne amMMoaPOHOM HaYMHAOT C HacbIWAWMX Ao3 (600
1200 mr/cyt) B TeyeHue 3—7 [OHEW C MOCTENEHHbIM, MO Mepe
YMEHbLUEHMS 4aCTOTbl CEPAEYHbIX COKPALLEHUIA, CHUKEHWEM [0
noppepxusaiolen (kenartenbHo 200 mr/cyT n mMeHee).K coxa-
NEHNt0, MPUMEHeHWe amMmmMoapoHa, 0COBEHHO Y MOSOAbIX nauu-
EHTOB, CAEPXWBAETCA €ro BbICOKOW OpPraHHOi TOKCMYHOCTBIO.
Y4uTbiBas OTNOXeEHWE npenapara B TKAHAX C BO3MOXHbLIM Hapy-
LWEeHNEM (DYHKLMY LUTOBWIHOI XKenesbl, pa3BuTneM NHeBMoN-
6p03a, NoOpaXKeHNs POroBULIbl, KOXW W NEYeHN, Npu ero AnuTenb-
HOM (6onee 10-12 mecsueB) npueme Heo6XOOMM PerynsipHbii
KOHTPOSb COCTOAAHWNA 3TUX «Y3BMMbIX>» OPTraHOB C LieSibio paHHe-
ro BbISIBNEHWA BO3SMOXHbIX OC/IOXXHEHUI (papMakoTepanum.

Takum o6pasom:

1. bera-aapeHo6rnokaropsl (B-Ab) pekomeHAyTCa Ans CUM-
NTOMATUYECKOro NeYeHns (CTEHOKapAMs, Kapananrus, oablika)
B3POC/bIM 60/bHbIM C 06CTPYKTUBHOM M HEOBCTPYKTUBHOM hop-
mamu TKMTT, ogHaKo, UX C OCTOPOXXHOCTbIO CeayeT NpUMEHsTb
Mpwv CUHYCOBOM GpaauKapann 1 THXKENbIX HapyLIeHWaX NPOBOAN-
MOCTH.

2.Y 60nbHbIX TKMI npu HepocTaTo4HOR 3PEKTUBHOCTM Ne-
YeHns P-Ab B HU3KMX [03axX (CTEHOKApPAWS, Kapananrus, ofbILL-
Ka) N0Ka3aHo YBeJIYeHUe X J03bl 40 MaKCUManbHO BOSMOXHON
no goctumxeHun HCC B nokoe 60-65 ya/MuH.

3. Tepanus BepanamuinoM (HaymHas C HU3KMX 03 C TUTPOBA-
Huem [0 480 mMr/cyTku) y 60/1bHbIX 0BCTPYKTUBHON U HEOBCTPYK-
TueHoi TKMIT nokasaHa npu He3MEKTUBHOCTM UM HANUYUK
NPOTMBONOKA3aHWi K Ha3Had4eHnto B-Ab. Bepanamun cnefyet uc-
NnoJib30BaTh C OCTOPOXHOCTLH Y NALMEHTOB C BbICOKUM YPOBHEM
06CTpyKLMK, 6pagukapaueit n nporpeccupytowlein CH.

4. B cnyyae OTCYTCTBMA 3HAYUMOr0 CUMNTOMATUYECKOro ad-
(hekta moHoTepanuu B-Ab unu Bepanamunom (B OTHOLLEHUM 6O-
NeBOro CUHAPOMA, OAbILLKM) Leneco06pasHo Nx KOMOUHUPOBAH-
HOe Ha3Ha4YeHue C AU30nupammaom.

5. Y 60nbHbIX Heo6CTPYKTMBHON TKMIT npu coxpaHeHum ofpiLu-
K1 Ha (hoHe nevenmns B-Ab unu Bepanammunom U/unm ux KOMOuHa-
LM NOSE3HO NOAKNI0YEHNE 0OpaNbHbIX AUYPETUKOB.

6. B-AB moryT 6bITb achdpekTnBHbI y 60mbHbIX KM fetckoro
W MOAPOCTKOBOro BO3pacTa, Npu 3TOM HEO6XOAMMO OLIEHMBATb
BO3MOXHOCTb Pa3BuTUs NO60YHbIX 3G)HEKTOB (Aenpeccus, cna-
60CTb 1 ap.).

7.Y 605bHbIX 06CTpYKTMBHON TKMIT npu coxpaHeHun npusHa-
KOB 3aCTOs Ha (poHe neyeHus B-Ab nnn Bepanamunom u/unn nx
KOMOWHALMI MOME3HO OCTOPOXKHOE NMPUMEHEHUE OPANTbHBIX LUY-
PETUKOB.

8. Y naumenTos ¢ FKMI none3HocTb NpUMeHeHNs MHTMGUTOPOB
AMN® 1 610KaTOPOB PeLENnTOPOB aHrMoTeHsuHall (capTaHbl) He
[l0Ka3aHa, Ha3HaveHue y 60JbHbIX ¢ 06CTpyKuUMen BT JTK gonx-
HO 6bITb KpanHe 0CTOPOXHbIM. [1pK 3TOM NpK HEOBCTPYKTUBHOM
KMIT v npu codeTaHnu ¢ apTepuanbHOR runepToHUeN X HasHa-
YeHne MOXET ObITb ONpaBLaHHbIM.

9. Y 60nbHbIX TKMI, y KOTOPbIX NIe4eHNe Bepanammnom npo-
TUBOMNOKA3aHO WX NAIOXO0 NEPEHOCUTCS, MOXET ObITb MCMOMb30-
BaHAWNTUA3EM.

10. Y 60nbHbIX 06CTpyKTUBHONA TKMIT noTeHUManbHO onacHo
NPUMEHeHNe HUPEeJUNHA N APYTUX aHTArOHUCTOB KasbLms AU-
rMApONUPUAMHOBOrO psda. Bepanamun noTeHuManbHO onaceH
y 60NbHbIX 06CTPYKTMBHOW TKMIT B Criydasx Hanu4ms cuctem-
HOIA TMNOTEH3MN U BbpaXXEHHOW OAbIWKN B NOKOe. [pumeHeHue
CepAeyHbIX MMUKO3NAOB NPU3HAETCHA MOTEHLMANIBHO ONACHbIM Y
60mbHbIX TKMIT ¢ ycToR4MBbIM CUHYCOBLIM puTMOM (6e3 MA).
MoHoTtepanus fusonupamupom (6e3 kombuHuposauua ¢ B-Ab
UNK BEpanaMiusiom) MoXeT 6bITb NOTEHLMANBHO 0NacHOM Y 6011b-
HbIx TKMIT n conbpunnauueir npeacepamnin 8 CBA3M ¢ BO3MOXXHbIM
NOBbILIEHUEM ATPUO-BEHTPUKYNAPHONA NPOBOAMMOCTU U YBENU-
YeHWEM 4acTOTbl COKpaLLEeHMIA XXeNyao4koB npu napokcusme MA.
[lonamuH, fonyTamuH, HOpagpeHanuH U Apyrue BHYTPUBEHHbIE
areHTbl C NONOXUTENIbHbIM UHOTPOMHLIM 3(HHEKTOM MOTEHLM-
aJIbHO BPeAHbI B CUTyaLMsaX pasBuTUA OCTPOI MMNOTOHUN Y 60Mb-
HbIX 06CTPYKTUBHOM KM,

5.3. Jleyenune 6onbHbIX TKMI
c conytcTytowen UbC

PacnpoctpaHeHHocTb coveTanns TKMIM n VBC y 60nbHbIX cTap-
e 60 net MmoxeT aocturatb 50-75%.1Mpn 06CTPYKTMBHOK hopme
3a60neBaHNs KpailHe OrpaHnyeHo UM fake NPOTMBOMOKA3aHO
NPUMeEHeHWe Npenaparos, o6najatoLwux nepudepuyeckumn sa-
30AUNATUPYIOLWMMN CBOWCTBAMM: HUTPaTbl, UHrMOUTOPLI AN,
ONTUAPONMPUANHLL. ITW OrpaHuyeHns TpebylT NPOBeAeHMUs
CBOEBPEMEHHOMKOPOHApoaHrnorpaum 1  pesackynspusauum.
TakTnka neve6bHbIX MeponpuUATUIA Npu Heoo6CTPYKTUBHOM TKMIT
n conytcteytoen IBC He otnmyaetcqa ot craHpaptHon (B-Ab,
AHTArOHWUCTbI KarnbLMEBbIX KaHaNOB, aHTUArperaHTbl, CTaTWHbI,
NHrM6MTOPBLI AMND) 1 NPK HANMYMK NOKA3aHWA TakxXe npemLycma-
Tpuaet nposeaeHne TEKA co CTEHTMPOBAHUEM MMM A0PTOKOPO-
HapHOE LUYHTUPOBAHUE.

| 18 |



OVATHOCTUKA M JIEYEHVIE TMIMNEPTPO®UNYECKOW KAPOVIOMUWOMATUM
DIAGNOSIS AND TREATMENT OF HYPERTROPHIC CARDIOMYOPATHY

5.4. Jlevyenune 6onbHbIx FKMI
c (houbpunnaumuei npeacepamni

PasnuyHble cynpaBeHTPUKYNAPHLIE TaXMapUTMUMW, [NABHbLIM
06pa3om, MepuaHue v TpenetTaHue Npeacepamin, 0TMeyarTces y
10-30% 60nbHbIx TKMIT 1 06ycnosnueatoTycyrybneHue HapyLue-
HUA KapauoreMoanHaMmKK, ONacHoCTb BO3HUKHOBEHUS TPOMBO-
aMO60MNNIA, @ TaKXKe NOBbILLIEHHbIA PUCK PA3BUTUS CHMOPUNNALMN
XKENyA04KOB B CBA3W C YacTOil CONYTCTBYIOLLEA ANCHYHKLMEN
aTPUOBEHTPUKYNSPHOTO COEAMHEHUS W HanudmeM [06aBOYHbIX
NPOBOAALLMX NyTed MeXLy NpeacepausmMm n Xenyaodkamiu.
Bcneactane atoro y 60nbHbIX TKMIT napokcuamanbHble cynpa-
BEHTPUKYNAPHbIE apPUTMWUU OTHOCAT K KaTeropum noTeHunanbHo
dhaTanbHbIX.

CKopeliLLiee BOCCTAHOBIEHME CUHYCOBOr0 PUTMa 1 Npeaynpex-
[ieHne NOBTOPHbIX NAPOKCM3MOB (PUOPUANALMM NPeLCepaniA npu
KMIT npno6peTaet 0CO6EHHO BOXXHOE 3Ha4eHue. [Ins Kynuposa-
HUS napokcu3moB MA, Kpome aHTMApUTMUYEeCKUX npenapatos A
rpynnbl 1 aMmnofapoHa, ncnonbayloT B-Ab, Bepanamun v Qurok-
CWH, NPYU He3(PMEKTUBHOCTM KOTOPbIX NPUOEraoT K 3M1eKTPOUM-
NynbCHOM Tepanuu. Mpu noctosHHON dopme MA Ans KOHTpons
4aCTOTbl COKPALLEHNIN XKenyaouKoB npumeHsioT B-Ab unu sepa-
naMun B COYETaHMN C AUTOKCUHOM. 3TO eIMHCTBEHHbIA Cryyal,
Korga 60nbHbIM 06CTpYKTMBHOA TKMIT MOXHO Ha3Ha4yaTb cep-
[eyYHble TNUKO3MabI, He 0Nacaschb CYLLECTBEHHOrO MOBbLILIEHUS
BHYTPWXXENY04KOBOro rpajuenTa aasnenus B BT JOXK.

Mockonbky MA 'y 60nbHbIX TKMIT cBSi3aHa C BbICOKUM PUCKOM
CUCTEMHbIX TPOMGO3MOONNIA, B T.4. WHCYNbTA, Cpa3y nocne ee
pasBUTMA HEOOXOAMMOHAYMHATL TEpanuild aHTUKoArynsHTamu,
KOTOPbIE MpW NOCTOSAHHOI (pOpMe MepuaHus npeacepanin npu-
HUMAIOT HEOMpeaeSieHHO JONro.

1. bonbHbiM TKMI, 0CNOXHEHHON NapOKCU3ManbHOI, Henpe-
PbIBHO PELMANBUPYIOLLEN U NOCTOSAHHO DOPMON ChMBPUINALMN
npencepauit (®I1), nokazaHa aHTUKOArYNAHTHas Tepanus aHTaro-
HucTamu BuTammnHa K (Bapdpapu ¢ koHTponem MHO ot 2.0 po
3.0 efinHML). BO3MOXHO NPUMEHEHME C LieSTbI0 aHTUKOoArynsumm
U CHWKEHUS pucKa TPOMO0O3IMOOIMYECKNX OCITOXKHEHUIA NPAMBIX
MHrMO6UTOPOB TPOMOMHA, 0|HAKO, UX 3((EKTUBHOCTb Y 60MbHBIX
KMI He onpeneneHxa.

2. [INsi KOHTPONA YaCTOThI XENYA04YKOBbIX COKPALLEHWNIT Y 60/1b-
HbiXx TKMI ¢ @I TpebyeTcs npuMeHeHWe BbICOKMX [03 6eTa-
a[ipeHO610KaTopPOB, Bepanamuna, Auntmasema.

3. MpumeHeHne gusonupamuia (B KOMOUHAUMKM C Npenapara-
MW, KOHTPOSMPYIOLMMI HaCTOTY Xeny[04KOBbIX COKpaLLeHUN)
UM amMMOJapPOHA B KAYECTBE aHTUAPUTMUYECKMX areHToB Liene-
coo6pasHoy 60nbHbIX TKMI, ocnoxHeHHon O,

4. TNpoBeJeHNe pafMo4acTOTHONM abnaunu MOXeT 0KasaTbCs
3 ekTUBHOM y 60nbHBIX TKMIT ¢ O B ciy4asnx TAXenoiM ycTon-
YMBOI K TPAAMLUOHHOMY NIEYEHWNIO CUMNTOMATUKIA U HEBO3MOX-
HOCTW UCMONb30BAHWUS aHTUAPUTMUYECKIX NPenapartos.

5. MpoBeaeHne NpoLeaypsbl 3aKPbITUA YLLIKA NEBOro npeacep-
NS M30NMPOBAHHO MAKU B KOMOWHAUMW C onepauueid centarnb-
HOVMU3IKTOMMM LieN1ecoo6pasHo y 60sbHbIX TKMIT ¢ O

6. CoTanon, JopeTUNUA U LpOHeJapOH MOTYT paccMaTpuBarhb-
CSl B Ka4eCTBE anbTePHATUBHbIX AaHTUAPUTMINYECKNX areHTOB B ne-
YeHun 60nbHbIX TKMI, ocobeHHo B cnyvae umnnantauun UKL,
XOTS! KTMHUYECKIIA OMbIT UX MPUMEHEHNS OTPAHIUYEH.

9.5. TKMI1 ¢ cuctonnyeckon
AUCChYHKLMEH MUOKapaa
NeBOro Xenyaovka

B paneko 3awepnwen cTaguu natosiorMyeckoro npoLecca,
NpenmyLLecTBEHHO Npu HeobCTpykTMBHOM hopme TKMII, pas-
BWBAETCA MNPOrpeccupyiollas CUCTONMYECKAs OUCHYHKLMA W
TAXenan cepieyHas HegoctaroyHocTts (CGH), accoumnposanHas ¢
pemogenuposaHnem JIK (yTOHYEHWEM ero CTEHOK W aunatauuen
nonoctu). Takas aBontouus 3abosnesaHns Habnwaaerca y 2-5%
60nbHbIX TKMI 1 XapakTepuayeTt KOHEYHYH0 («AnnaTaunoHHY0»)
CTagnio 0co60ro, TAXEN0 1 YCKOPEHHO NPOTEKatoLLero npoLec-
Ca, He 3aBMCALLEro OT BO3pacTa nauueHTa U AaBHOCTU MaHUMe-
cTauum 6onesHn. KnumHUYeCKMMU OCOBEHHOCTAMI 3TOM CTagmu
SBNAITCA BbIPAXXEHHAA, HEPeAKO pedpakTepHas 3acTonHas CH
W MCKJTHOYMTESTbHO NNOX0M NPOrHO3. ITU NALMEHTbI ABNAIOTCA NO-
TEHUMAbHLIMW KaHAWAATaMU A1 NPOBEAeHUs TPaHCNaHTaunm
cepaua.

1. TakTuKa nieveHns 60bHbIX Heo6CTpykTMBHOW TKMI ¢ cun-
CTONIMYECKON AncdyHKumen n dpakumeir Boibpoca JIK < 50%
6asupyeTcs Ha NpUHUMNAX [OKasaTenbHOW (hapmakoTepanuu
ANs B3POCNbIX NALUWMEHTOB C CEpAeYHON HeAoCTaTOYHOCTHH U
CHUKEHHOW HACOCHOM (DYHKLIMEN U BKITIOYAET NMPUMEHEHNE UHI -
6utopos AlN®, 6110KaTOPOB PeLEnTOpPOB aHrmoTeH3anHa ll, 6eta-
a[ipeHO6II0KATOPOB W APYrUX CPeLCTB (M0 NoKasaHusaMm).

2. lMoTeHUManbHbIA BKNAaJ B PAa3BUTUM CUCTOSIMYECKON AUC-
(pyHKUMK y naumeHTos ¢ TKMI cBs3aH ¢ BAMAHWEM [pYrux CO-
MyTCTBYOLLMX NPUYKH (B HacTHocTw, VIBC).

3. [okasaHus K uMnnaHTauum KapanosepTepa-aeduopunnaTo-
pa (MK) moryT 6bITb paclumpeHbl y 60S1bHbIX C HEOBCTPYKTUBHON
KM ¢ CH IlI-IV ®©K n dpakumeir Bibpoca JIK < 50%, nony-
YaKLWMX MAKCUMAIIbHO BO3MOXXHOE MeJMKaMEHTO3HOE JieYeHue.

4. Y naumenTos ¢ TKMIT n cuctonuyeckonn aucdyHkumein JHK
Lienecoobpa3Ho NepecMoTpeTb BONPOC 06 UCMONb30BAHWI Npe-
napaToB C OTpULATESIbHbIM MHOTPOMHLIM 3(PEKTOM (Bepana-
MU, QUNTUA3EM, SU30NMpammng) ¢ BOSMOXHOI UX OTMEHON.

5.5.1. 0T60p KaHAUAATOB ANA
NnPoBeeHna TPaHCNNaHTaLumu cepaua

1. MaumeHTbl ¢ HeobCTPyKTUBHOW TKMIT 1 Taxenon CH («ko-
HeYyHas cTagus»), ppakumen Boiopoca JIXK < 50% (mnu nxHorga c
coxpaHeHHon ®B), He oTBeyYatoLLMe Ha Apyrie Nie4ebHble BMeLLa-
TeNbCTBA, [OJHKHbI PaCCMATPUBATLCA Kak MOTEHUMaNbHbIE KaH-
Anpatel Ansg NpoBefeHNs TpaHCnnaHTauum cepaua.

2. B oTHoweHun aetei ¢ TKMIT, UMEOLNX BbIPXKEHHYH CUM-
NTOMATUKY W TSXKENbIe HApyLIEHWs FEMOAUHAMUKI NO PECTPUK-
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TUBHOMY TUMY, He pPearnpyloLLmMx Ha Jpyrue neye6Hble Meponpu-
ATUS UNM HE PacCMaTPUBAIOLLMXCH B KAYecTBE KaHAMAATOB ANst
ApYTiX BMELLATENbCTB, JOMKEH ObiTb PELLEH BOMPOC O BO3MOX-
HOCTVW NPOBEAEHMA TPAHCINAHTaLWUK cepaua.

3. TpaHcnnaHTauus cepaua He nokadaHa 6onbHbIM TKMIT ¢
MArKO/ CUMNTOMATVKOW HE3aBMCUMO OT BO3pacTa naumeHTa.

5.6. lMpochunakTka BHe3anHoM
cepae4Hoi cmeptu 6onbHbIx FKMI

YcTaHoBNEHNEe BbICOKOro pucka BC onpedenser Heobxoau-
MOCTb 0C060ii, 60166 aKTMBHOW BPa4eOHON TAKTUKK B OTHOLLIE-
HUM 3TOI KaTeropuu nauyneHToB (YTOYHEHME NEeKapCTBEHHOM
Tepanuu, MCnonb30BaHWe abTePHATUBHLIX NEYebHbIX W Npo-
(bunaktnyecknx metofoB). K HacToALeMy BpeMeHU HeT [0-
CTaTOYHOM [0Ka3aTesbHO 6a3bl, KOTOpas CBWIETENbCTBOBANA
Obl 0 MOMOXNUTENBHOM BANAHWM HA MporHo3 B-Ab, Bepanamuna,
aHTMapuTMuKoB IA knacca y 60nbHbIX BbICOKOro pucka BC. Yoe-
OUTENbHbIX 060CHOBAHUI PONK MeAUKAMEHTO3HON Tepanum Kak
cpencrtea npocpunaktukn BC npm FTKMIT Her.

Hanbonee afekBaTHbIM Jie4e6HbIM MePONPUATUEM Y [aHHON
KaTeropuu OO0MbHbIX ABAAETCA MMNNaHTauus aeddubpunnsaro-
pa-kapavoBepTepa C Lenbi NMepBUYHON WM BTOPUYHOW MpPO-
(PUNaKTUKN XKNIHEYrPOXKAKOLLMX aPUTMUIA U, B KOHEYHOM CYeTe,
YNy4LleHna NporHo3a. Pesynbtatbl ABYX UCCNEA0BaHUIA, 6a3npo-
BaBLUMXCA HA [aHHbIX MEXAYHAPOLHOr0 MyNbTULIEHTPOBOrO pe-
ructpa 6onbHbIX TKMIT BbicoKoro pucka BC (ocTaHoBka cepaua
B aHamHe3e W/unun yctonymeas XXT), AEMOHCTPUPYIOT CHIDKEHUE
eXerofHoi cMepTHOCTK 6narofjaps NpPOBeAEHUID CBOEBPEMEH-
HOM UMnnaxTaumn aecpnbpunnatopa-kapanoseptepa ¢ 10 oo 4%.

9.6.1. 0T60pP 60NBHDLIX
ana umnnavtauum UKJ

1. PewweHune sonpoca 06 umnnantauun UKL y 60nbHbIX TKMI
npeanonaraet 00643aTeNbHY0 WHAOWBWAYANIbHYIO OLEHKY K-
HWYECKO/ CUTyauuu,noapobHYI0 AMCKYCCUMIO C MALWMEHTOM Ha
npeameT HeOOXOAMMOCTM, BO3MOXXHOCTH, MPENMYLLECTB 1 pucKa
neye6HOro MeTOAa M MOAMMCAHNE COOTBETCTBYIOLLEr0 UHAOPMU-
POBAHHOrO cornacus.

2. WmnnaHtauma UKL pekomenayetcsa 60nbHbiM TKMI ¢ fo-
KYMEHTMPOBAHHLIMU pPaHee 3Mnu30[amMn OCTaHOBKM cepaua, du-
OpUNNALNK XXeNnya04KkoB, reMoANHAMNYECKN 3HAYUMON XKT.

3. Ucnonb3osanue VKL uenecoobpasHo pekoMeH0BaTh 60/b-
HbiM TKMIT c:

« yKa3aHuem Ha BC oaHoro unu 6onee poACTBEHHUKOB NEPBON
CTeneHun poacTea, NPeanonoXnTeNbHO BbidBaHHON TKMIT;

 MaKCUMarnbHOI TONWMHON cTeHKK JTXK > 30 mm;

* YKa3aHWEM Ha OINH NI HECKOMbKO 3NN300B HE0OBLACHUMON
NOTEPN CO3HAHMS.

4. WKL uenecoo6pa3Ho WMNIAHTMPOBATb HEKOTOPbIM 60Jb-
HbiM TKMI ¢ HeycTonymeomn XXT (B 4acTHoCTU, Monoxe 30 neT)
npu Hanu4um gpyrux daktopos BC u nx moaudurkaropos.

5. K[ uenecoo6pa3Ho MMNNaHTUPOBATb HEKOTOPbIM 60Mb-
HbiMm TKMI ¢ HeafekBaTHO peakumeint ALl B X0fe Harpy304HOro
TecTa npuw Hanuyum apyrux gaxkropos BC n ux mogndmkatopos.

6. Imnnantauma UKL uenecoo6pasHay aeteit ¢ FTKMIT BbICOKO-
ro pucka BC B ¢BS3M C HANUYMEM HEOOBACHUMbIX CUHKONANbHbIX
COCTOSIHWIA, MaCCUBHOW rUnNepTpodni MUoKapaa uim ceMenHoi
nctopuein BC nocne Toro kak oLeHeHa BbICOKas CI0XHOCTb AMnun-
TebHOro UCNOJb30BaHMs JAHHOIO YCTPOMCTBRA.

7. MonesHocTb umnnaHTaumn VK[ sBnsetca HeonpeaeneHHoi
y 60nbHbIX TKMIT ¢ peakumu napokcuamamu Heycton4mson KT
Nnpu OTCYTCTBUM KaKUX-1IMB0 Apyrux thaktopos pucka BC.

8. MonesHocTtb umnnanTauun UKL, sasnsetcs HeonpeneneHHoON
y 60nbHbIX TKMI cHeafiekBaTHOM peakumer ALl B Xofie Harpysou-
HOrO TecTa Npw OTCYTCTBMN KakMx-Nu6o Apyrux hakTopos pucka
BC, 0c06eHHO NpU HaNU4UK BbIPXKEHHOI 06CTPyKLmMK BT JIK.

9. Umnnantauusa UK Kak pyTMHHAA cTpaTerns He nokasaHa y
nauueHTos FKMI1 6e3 NoATBEPXAEHUS NOBbILIEHHOMO pucka BC,
Y FEHOTUN-NO3UTUBHbIX NALWUEHTOB NPU OTCYTCTBAMN KITMHUYECKMX
nposiBReHuis, y naunentos NKMI, 3aHUMaOWMXCS (U3NYECKUMU
YNPOKHEHNAMMN.

9.6.2. Bbibop ycTponcTBa

1. Y monogbix naunentoB ¢ TKMIT B cnyvae npuHATUS peLle-
HUA 06 umnnaHTauun KL npeanoyTuTenbHbIM ABSETCS BbIOGOD
OAHOKaMepHOro ycTponctea 6e3 HeobXxoAuMOCTU NPOBEAEHMs
NPeacepAHoil 1 XXenyao4KoBOi CTUMYNALUN.

2. Y 60nbHbIX TKMI ¢ cuHycoBoii 6pagukapanei n/mnu napok-
cuamanbHoit MA, Hyxpatowwmxes B umnnantauun MK, npeano-
YTUTENIbHO UCNONb30BaTh ABYXKaMepHblid IKC.

3. Moxunbim 600bHBIM TKMIT (06b14HO > 65 neT), uMetowmnm
rpagueHt pasnedus B BT JIXK >50 MM pT.CT. B MOKOE W BbIPAXKEH-
Hyto cumnTomaTuky CH, LenecoobpasHo NCnonb30BaHUe ABYXKa-
MEpPHOro yCTpoiicTaa.

Y 3Ha4NTeNbHOro 4ncna 60nbHbIX TKMIT TpaguumoHHas dap-
MakoTepanus He No3BonseT 3HeKTUBHO KOHTPOIMPOBATL CUM-
NTOMATMKY 3a60/1eBaHMsA, @ HU3KOE «Ka4eCTBO» XWU3HW He yCTpa-
WBaeT NaLMEHTOB. B Takux cnyyasx NpuxoanTcs peluarb BOMNPOC
0 BO3MOXHOCTWU MCMOMb30BAHUA WHBIX, HEMeLUKAMEHTO3HbIX
neyvebHbIX NOAXOAO0B. [pK 3TOM JanbHenwan TakTnka onpeaens-
eTCA OTAENbHO Y 60MbHbIX C 06CTPYKTUBHOM M HEO6CTPYKTUBHOA
copmamu FKMIT.

9.7. UHTepBeHLUMOHHbIE
meTtofbl nevyeHus F’KMN

WNuTepsenuuonHoe neveHue npu FKMI (centanbHas MWU3KTo-
must, YTACA) JOMKHO NPOBOAMTLCS TONLKO OMbITHLIMMW OMepaTo-
pamMu B YCNOBMSAX CMeLNanu3nupoBaHHbIX KUHWUK, UMEIOLLMX A0-
CTaTOYHbI OMbIT B NPOBEAEHNN TaKUX BMELIATENbCTB, B PamMKax
BCEOOBLEMITIOLLINX KITMHUYECKUX NPOrpaMM W TONbKO Y NaLUeHTOB
C TSDKENON 1 peddpakTePHOM K hapmakoTepanui CUMNTOMAaTUKON
n o6CTpyKuMein BT JDK.
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OnbITHLIM OMEPaToOPOM CYMTAETCS CMeuManucT ¢ COBOKYMHbLIM
CaMOCTOSATENbHbLIM OMbITOM BbINONHEHNA He MeHee 20 onepaumit
UM WHAMBMAYANbHLIA YY4ACTHUK CreunanbHbIX NpPorpamm no
KMIT ¢ coBokynHbiM 06bemom 60siee 50 npouenyp.

Moka3aHusa K npoBefeHuIo:

Knuunyeckue. Taxenas oaplwka, cteHokapamsa -1V dyHKumn-
OHaNTbHOr0 Knacca W/uau Hanmyme Opyrux TSHKEbIX CUMMITOMOB
(06MOpOKK, NPeso6MOPOYHbIE COCTOSHUA), CYLLECTBEHHO Orpa-
HUYMBAIOLLIME NMOBCEHEBHYIO aKTUBHOCTb U «KA4eCTBO XKU3HU>,
HECMOTPSA Ha ONTUMASIbHYIO MeUKAMEHTO3HYI0 Tepanuio

lemognHamu4eckne. [NHAMUYECKUIA TpagneHT fasnexus BT
JIK B nokoe 1 B ycnoBusax gouanonorn4eckomn npoBokauum 6onee
50 MM pT.CT., aCCOLMMPOBAHHbIA C CENTaNbHOM runepTpodnen
U nepeaHe-CUCTONNYECKUM OBWXKEHWEM CTBOPKU MMTPAnbHOMO
Knanasa

Anatommndeckne. TonwmHa MXKI, pocratoyHas ans 6esonac-
HOro W 3O(PeKTUBHOIO BbIMOSHEHMS OMepauuu Unu npoueaypbl
(no MHeHuMto oneparopa).

9.7.1. Xupypruyeckoe
nevyexue 6onbHbiX FKMI

CornacHo COBPEMEHHbIM NpeACTaBneHUaM, Npu OTCYTCTBMN
KNUHNYECKOro agppekTa 0T aKTUBHOW MeAUKaMEHTO3HOM Tepa-
nuu cumntomatuyHbiM 60nbHbIM TKMI Tsxkenoro TeveHus, HI-IV
(hyHKumoHanbHoro knacca (NYHA) ¢ BbIpaXeHHO acuMMeTpuy-
HOW runepTpodouneit MXKI n cy6aopTanbHbIM FPpaaMeHToM fasre-
HUS B NOKOE, PaBHbIM 50 MM PT.CT. 1 60J1ee B NOKOE MW Npu npo-
BOKALMOHHbIX BO3ZEMCTBUAX, NOKA3aHO XMPYPrMYecKoe JieqeHue.
B HEKOTOpbIX LiEHTpax OHa NPOBOAWTCA TaKXe B CIyd4asx 3Ha-
YUTENIbHOW NATeHTHOM 06CTPYKUMM. B Lienom noTeHumanbHbIMu
KaHaugatamu ans npoBejeHns onepaTuBHOO JIe4eHns ABNATCS
He MeHee 5% 13 yucna Bcex 6onbHbIX TKMI. Onepauwns npu 06-
cTpykTnBHon KM npegnonaraeT yMmeHbLIeHne 06CTpyKummn BT,
KOPPEKLMIO KIanaHHbIX HapyLUEHWi 1 CONyTCTBYHOLLEE YyuLue-
Hue OO JIXK.

Knaccuyeckan MeToanka — 4pesaopTanbHas centanbHas Mu-
aKTOMUsA, npennoxenHas A.G.Morrow, npegnonaraet ucceye-
HMe HeBOMbLIOro yyacTka TKaHu B ocHoBaHuu MXKI1. Onepaums
06ecneynBaeT XOpoLWMn CUMNTOMATNYECKNIA SPEKT C NOMHbLIM
YCTPAHEHMEM WU 3HAYNTENIbHBIM YMEHbLIEHUEM BHYTPUKENY-
[04KOBOr0 rpagueHTa aasnieHns y 95% 6ONbHbIX U 3HAYUTENb-
HbIM CHWXeHnem KOO B JIXK 60nblUMHCTBA 60MbHbIX, B CBA3M
C 4eM LenecoobpasHbIM NPU3HAHO WHTpaonepaunoHHoe U3me-
peHne COOTBETCTBYIOLLMX NapameTpoB. B page cnyyaes npu Ha-
ANYUKM  [OMNOMHWUTENbHBIX MOKasaHWiA (MaTonorns KnanasHoro
1 NOAKNAanaHHOro annapara) Ans yMeHbLEeHUs BbIPQXXEHHOCTH
06CTPYKLUN 1 MUTPANBHOW peryprutauum 0JHOMOMEHTHO Bbl-
MNOJSTHAETCA Onepauus BasibBYNONAACTUKA UMW NPOTE3NPOBAHNSA
MUTPANbHOr0 KNanaHa HU3KONPOMUIbHLIM NPOTE30M.

I eKTUBHOCTL ONepaLym MUIKTOMUU MOXET ObITb MOBbI-
LLEHA NPU ee COYETaHUN C MOBUAN3ALMEN 1 YAaCTUYHBIM UCCeYe-
HUEM NanUANAPHBLIX MbILLL, OTBETCTBEHHbIX 32 NepefHe-CUCTo-
NNYeCKOe ABMXXEHWe CTBOPOK MUTPASIbHOrO Knanaxa. B crnyyasx
coyeTanunsa 06¢TpykTuBHOM MKMIT ¢ BbIp@XXeHHbIM aTepoCcKepo-
TUYECKUM MOPaXEeHNeM KOPOHAPHbIX apTepuii U HAIMYNEM «Mbl-
LUEYHbIX MOCTUKOB» 06bEM Onepauuu MOXeT 6bITb PacLUMPEH B
COOTBETCTBME C NOKA3AHUAMMU.

Llenecoo6pa3Ho KOHCYNLTUPOBAHME B LigHTPAX, CreLmannanpy-

IOLLMXCA HA NPOBELEeHNI onepaunii cenTanbHON MUIKTOMUK, 1S
COOTBETCTBYIOLLEr0 NoKa3aHmamM 0T6opa 60nbHbIX TKMIT ¢ Taxe-
noi pedpakTepHOin K MeANKAMEHTO3HOMY NEYEHUD CUMNTOMA-
TUKOM 1 06CTpyKLUMen BT JDK.

[ins 6onblumnHeTBa 60nbHbIX TKMIT ¢ TsHxenon pedypakTepHoii
K MeJMKaMeHTO3HOMY JIe4eHU0 CUMNTOMATUKON U 06CTPYKLMeN
BT JTXK npeanoyTuTensHO NpoBeAeHNe XUpypruyeckoim centasb-
HO MU3KTOMWUU B YCIIOBMSAX CMeLUann3npoBaHHOMo LieHTpa.

lpoBefeHne CenTanibHOM MU3KTOMMUI B YCIOBUAX CrieLaninau-
POBaHHOW KNIMHWUKM LIeNeco06pasHo y AeTei C TXKEeN0N CUMMNTO-
matukoi FTKMIT n BbipaxkeHHOW (> 50 MM pT.CT.) 06CTPYKLUMen BT
JDK npu HefocTaTo4HON 3hHeKTUBHOCTI CTAaHAAPTHON MefmnKa-
MEHTO3HOI1 Tepanuu.

Korpa onepaums npoTWBOMNOKa3aHa MW PUCK ee NpoBefeHus
BbICOK M3-32 HanM4Ms COMYTCTBYHOLLMX CEPAEYHO-COCYAMCTBIX
3a60/1€BaHNIA Y NNL, NOXMIOr0 BO3pacTa, y COOTBETCTBYOLLNX MO-
KasaHuam 60nbHbIX TKMIT ¢ BbipaXeHHOA 06¢TpyKumern BT JHK
u Tskenoi cumntomatukoi (HI-IV ®.K. NYHA), pedppaktepHoit
K MeANKaMEHTO3HOMY JIe4EeHU0, MOXET ObiTb PEKOMEH0BAHO
nposefeHne YTACA B ycnoBusx cneunan3npoBaHHOro LiEHTpa.

Xupypruyeckas neTanbHOCTb B HACTOSLLEE BPEMS 3HAYNTENBHO
CHMU3MNacb 1 cocTaBnser 0kono 1-2%, 4T0 CONOCTAaBUMO C exKe-
rOJHOM J1eTanbHOCTBIO NPY MeANKAMEHTO3HO Tepanun (2—4%).

HenocpeACTBEHHO CBA3aHHble C Onepauuei OCNOXHeHUs
BK/OYAKOT pas3suTMe 6MOKaAbl NEBOM HOXKW Ny4yka [Mca unn ee
nepeaHe-BepxHeil BETBU B CBA3M C nx nepeceyeHnem (50-80%),
nonHon AB-6nokagpl yaile npexopaulero xapakrepa (5-10%),
nepcpopauuio MXKI, noBpexaeHne npaBoil KOPOHAPHON CTBOPKM
aopTanbHOro KnanaHa ¢ pa3BUTMEM ero HefocTaTto4HocT (10%),
TpebytoLen B OTAENbHbIX ChyyYasx NPOTE3UPOBAHUS KranaHa.
OCHOBHbIMM NPUYUHAMU CMEPTU NPOONEPUPOBAHHBIX 6OMbHbIX
anatoTcs MA 1 cnpoBOLMPOBaHHbIA MHKAPKT MUOKapaa, npor-
peccupytowwas CH n TpoM603mM60nNYeCcKIne 0CNOXHEHMS.

XoTq B 6ONbLUMHCTBE OOMEe PaHHMX MCCNEAOBaHWiA He yaa-
BaNIOCb OBGHAPYXMTb CYLLECTBEHHOIO BIIMAHWUA XWPYPriyeckoro
neyvenns TKMI Ha nporHo3,C.Seileretal. nokasanu yny4wexue
10-neTHeN BbDKUBAEMOCTM ONEPUPOBaHHbIX 60MbHBIX 10 84% no
CPaBHEHUIO ¢ 67% B rpynne, NIe4NBLUMXCA MeAUKaMeHTo3HO. Co-
[MacHO pesynsratam PeTPoCMeKTMBHOr0 aHanu3a MCXOfO0B Ore-
patnsHoro nevenus FKMI B knuHuke Meio (1337 nauneHTos),
5-NeTHAS BbPKMBAEMOCTb 60/bHbIX cocTaBuna 91%, 10-neTHas
— 83%. NmetoTcsa cooblueHns o0 40-neTHeM HabntoLeHN nochne
NPOBELEHHON CenTalibHOM MWIKTOMUM. YNYYlINTb OTAANIEHHbIE
pesynbTaThl Onepauuu MNo3BONAET MOCNefywas AnuTenbHas
Tepanus BepanaMuiomM, Kak 06ecneynBaoLlas ynyyweHue aua-
CTONWYECKON yHKuum JDK, 4TO He Bcerma AOCTUraeTcs npu
XUPYPruveckom neveHun. B Hactosuiee Bpems paspaboTaHbl U
YCMELHO NPUMEHSIOTCA METOAMKM, OTIMYHbIE OT KJAaCCUYeCKOi
TPAHCA0PTANbHOW CENTaNIbHO MUIKTOMUM.

Takum 006pasom, OnepaTMBHAs KOPpPeKuns 06CTPYKTUBHOI
KM, npoBefieHHas B YCNOBMAX LEHTPOB, 06M1ajatowimnx gocra-
TOYHBIM OMbITOM XUPYPrUYECKOrO JeYeHns 3abonesaHus, npu-
3HaeTca A EKTUBHLIM U 6e30MacHbIM METOAOM neveHus. Gen-
TaJIbHAAMUIKTOMMSA CHUTAETCA HA CErOAHSALLHUA AeHb «30M0TbIM
CTaHAapToM» neveHns 605bHbIXIKMIT ¢ BbIpOXXEHHON CMMNTOMa-
TUKOM W 06CTPYKUMei BbIXOAHOrO TpakTa JIXK, pe3ncTeHTHbIX K
thapmakoTepanum.
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9.7.2. Upe3koxHaa TpaHCNIOMUHANbHAA
ankoronbHan centanbHaa abnauus
B nieyeHun o6cTpykTusHon NKMI

MeToauka npeanonaraeT WHAGY3U0 Yepe3 6annoHHbIA KaTeTep B
nepdyopaHTHYO CenTanbHyto BeTBb 1-3 Mn 96% cnupTa, BCneLCcTame
4ero BO3HWKAET MHAPKT runepTpoprpoBaHHOro 6asanbHoro oTaena
MPKIT 1 30HbI ee KoHTaKTa ¢ nepeaHen cteopkoin MK, 3axBartbiBato-
Lwmia ot 3 no 10% maccbl Muokapaa JIXK (oo 20% macebl MXKIT). 310
NPMBOAUT K 3HAYUMOMY YMEHbLLEHWIO BbIPOXEHHOCTW 06CTPYKLMM
BbIXO[JHOrO TPAKTA U MUTPAbHOW HEL0CTATOYHOCTU B CUNY CNPOBO-
LiMpOBaHHOro pemogenuposaqus JK u perpeccuut runeptpodoum, 4to
COMpOBOXAAETCA YIyyLUeHNEM 06bEKTUBHON W CyObEKTUBHOW CUM-
NTOMATHKIN 3a60NeBaHNS.

Y 60nbHbIX TKMIT ¢ TXKENoi pedopakTepHOii K MeanKaMeHTO3HOMY
NEYEHNI0 CUMNTOMATMKOM W 06CTpyKUeit BT JIXK HTACA paccmatpu-
BAETCA B Ka4eCTBe anbTepHATUBbLI XUPYPrUYECKOMY fe4eHUIo, Koraa
nocne 06CYXAEHUA NALMEHT CaM BbIPXAET NPEANOYTEHNER OTHOLLIE-
HWW 3TOI NpoLeaypb!

Bo3moxkHocTb ucnonb3osaHus YTACA npu TKMIT paccmatpumaet-
Cs1 B Cnyyasix 6ecnepcnekTUBHOCTY MeMKAMEHTO3HOTO JIEYEHNS 1 He-
BO3MOXXHOCTW NPOBELEHNA OMepauuy uim nemcMenkepHoi Tepanum
y 60/IbHbIX CPEHEro W NOXMUIOro Bo3pacTa C YPOBHEM 0BCTPYKLMAN
B nokoe 6onee 50 mm pt.cT. npu CH [I-IV ®K (NYHA), BKnto4as naum-
EHTOB C PELIMANBMPYHOLLIMMUN CUHKOMANbHBIMI COCTOSIHUAMIA, HeafeK-
BaTHOW peakumeit ALl B ycnoBusix Harpy3ku 1 napokcusmamu MA. Y
NnL, MONOAO0ro BO3pacTa nofobHas npoLeaypa He nposoautes. YTACA
MOXXET NPOBOANTLCA Y BOMbHBIX Kak C Cy6aopTanbHON, TaK U CpeaHe-
Xenyao4KoBoi 06CTPYKLMEN, Y NALUEHTOB NOCNEreMoANHaMUYECKM
HEYCMELIHON CenTanbHOM MWUSKTOMUWM UMW KApAWMOCTUMYIUPYIOLLIEN
Tepanuu B pexxume DDD. Y naumeHTos ¢ 06¢TpyKTrBHOIA TKMI u co-
NYTCTBYHOLLM KOPOHApHbIM atepockneposoM (M1BC), TpebytoLLmx pe-
BacKynapm3auumn, 06bI4HO PeKOMEeHAYeTCs NpoBefeHNe CenTanbHOM
MuakTomumn n AKLLL. B cny4ae reMoauHamMmmyeckn 3Ha4umoro 04HOCO-
CYZMCTOr0 NOPaXXeHUsi KOPOHAPHOO PyCna MOXET ObITb NPEAIOKEHO
nposegeHne YTACA C aHrMOMNacTUKON W CTEHTMPOBAHWEM COOTBET-
CTBYIOLLIEr0 KOPOHAPHOI0 COcyaa.

AhpektneHocTb HTACA y 60nbHbIX TKMIT ¢ BbIpaXXeHHOM (6onee
30 mm) runepTpocouen MXKI npefcTaBnseTcs HeonpeaeneHHoM!, no-
3TOMY B TaKUX CNy4asx CNneflyeT BO3LEePKMBATLCA OT €€ NPOBEAEHMS.

Xupyprudeckoe nedeHne u YTACA He nokasaHbl y B3pOC/bIX Gec-
CUMNTOMHBbIX naumeHToB ¢ FTKMI 1 60M1bHbIX C KOHTPONMPYEMOI Me-
AVKaMEHTO3HO Tepaniein CUMMNTOMATUKOI U HOPMaribHON TOSIEPaHT-
HOCTbI0 K (OM3MYECKUM Harpy3Kam.

Onepauus NPOTE3MPOBaHNS MUTPATTLHOTO KanaHa ans yMeHbLLe-
Hus o6¢Tpykummn BT JTXKy 60nbHbIx TKMIT He nokasaHa, Koraa npuHu-
MAeTCs peLLieHre 0 NPOBeeHNN CenTanbHoi MuakTomun unu YTACA.

YTACA npoTtuBonokasaHa y 60mbHbIx TKMIT ¢ conmyTcTByioLLEei
CepLeYHO-COCYANCTON NaTonorvei, TPeoyroLLel NpoBeAeHNs Xupyp-
TMYECKON KOppeKLuu (aopToKOpOHapHoe LyHTMpoBaHue npu UBG,
PEKOHCTPYKLMA NPKM OTPbIBE XOP MUTPANIBHOIO KIianaHa), Korfa cen-
TanbHasA MUSKTOMMUS MOXET ObITb YaCTbHO BOSLLLOI Onepauuu.

YTACA He nokasaHa MonofbIM nauueHTam (sospact <21 roga) u He
PEKOMEHI0BaHa B3pOC/biM 60JbHLIM B Bo3pacTe [0 40 neT. B gaHHOM
KaTeropuy NaumeHTOB NPeanoyTUTENbHO NPOBEAEHNE XVPYPrHecKo-
ro fieYeHus (cenTanbHas MUIKTOMUS).

HeobxoaumbiM ycnosuem ans nposedeHus YTACA sBnseTcs uc-
Nnonb3oBaHne KOHTpacTHOW IxoKI, nossonstoLlei anddepeHumnpo-
BaTb 30HbI MMOKaP/a, OTBETCTBEHHbIE 32 (DOPMUPOBAHME 06CTPYKLUM
(MaKcumarnbHblid rpagueHT [aBMeHus, 30Ha KOHTaKTa CO CTBOPKOM
MK), 4T0 BXHO A OKOH4aTeNbHOro peLueHns o nposegeHun YTA-
CA. Vicnonb3oBaHue KoHTpacTHOW IxoKI AaeT BO3MOXHOCTb W3-
6exarb pa3BuUTUs 0BLIMPHOro MHpapkTa MXKIT u uenesoro (>50%)
CHWKeHNS cTeneHn o6eTpykummn BT JTK. 9x0KI™ no3BosisieT He TOMbKO

KOHTPO/IMPOBATH reMOAMHAMUYECKUIA 3CDAIEKT BMeLLATeNbCTBa, HO U,
B W3BECTHO CTeneHu, n36exarb BO3MOXHbIX OCIOXHEHWIA, CBA3aH-
HbIX C Pa3BUTEM OCTPOro MHChAPKTa MMOKapZaa (MonHas nonepeyHas
6n10Kaja, 301MpoBaHHast 6710Kaa HOXEK Myyka lca, XXenya04KoBbIe
1 HA[DKEeNYI04KOBbIE APUTMUK, ATPOreHHbIA pa3pbiB MXKI, pa3pbis
NaNUANAPHBIX MbILLL). Y 5% NaumeHTOB Ha rocnuTanbHOM 3Tane no-
cne YTACA peructpupytotcs anusofbl yctonuusoin XKT. OnacHbiM
ocnoxHeHnem npoueaypbl YTACA MOXET 6bITb PEdoIiOKC dTaHoNa B
NepeSHIo MeXOKENyL04HKOBYH0 apTepUto, ee TPAH3UTOPHAA OKKITHO3USA
W nemms nepegHe-60k0BoM cTeHKu JTK. [Ing npeaoTBpaLLeHns aTo-
[0 OCNOXXHEHWS UCMOMb3YETCs CreLnanbHO paspaboTaHHblii Ans npo-
Lielypbl KOPOTKMIA 6ANOHHBINA KaTeTep.

HenocpeACTBEHHbIM U COXPAHSIIOLLMMCS B JanbHerluem adodpek-
TOM ycneluHor npouenypsl YTACA aBnsetcs cyLectseHHoe (>50%)
yMeHbLUEeHWe cTeneHn o6¢Tpykummn u MP, perpeccus runeptpodouu v
ynydiieHune auactonuyeckon dyHkumm JDK y 90% 60nbHbIX. Tak, B
pabote SeggewissH. ¢ CoaBT. JOKYMEHTUPOBAHO JOCTOBEPHOE (B CP. C
72 po 20 MM pT. CT.) CHUKeHMe rpaanenTa aasnequs B BT JDK nocne
NPOBeEHUS NPOLeLYPbI, CTOKOE U jaXe NPOrpeccupytoLLee B Xofe
HaBIOIEHMS, 4TO COMPOBOXKAANIOCH BbIPAXXEHHBIM YIyYLLEHUEM TeYe-
Hus 3a60nesanns. Lienblid pag apyrux uccnefoBaHuin JeMOHCTPUPYIOT
yryuLLeHne KnuHuyeckoro ctaryca (PK CH u cTeHoKapaum) u «Kade-
CTBA XXM3HW»B Te4eHMe 5 neT nocne npoBefeHHoro neyeHus. Cornac-
HO PeTpoCneKTMBHOMY aHanuay pe3ynbratoB YTACA (629 60/bHbIX
FKMI) 1-, 5- n 8-neTHss BbPKMBaEMOCTb cocTasuna 97, 92 u 89%,
COOTBETCTBEHHO, Npn 3ToM cpefHuit K CH (NYHA) k natomy rogy
HabNIOAEHNA CHU3UNCA B CpeaHem ¢ 2.8 1o 1.2, p<0.001.

K HacTosiLLieMy BPEMEHM He [0Ka3aHO MONOXWUTENbHOE BUSIHME
YTACA Ha nporHo3, a onepaumoHHas cMepTHOCTb (1-2%) He oTnya-
€TCS OT TAaKOBOW NpW NPOBEAEHNM OnepaLymm CenTanbHOA MUIKTOMUN.

PaHOOMU3MPOBAHHbIX CPABHUTENbHBLIX WCCNEA0BAHUA  XUPYpru-
YECKOr0 U WHTEPBEHLMOHHLIX METOL0B NeyeHus 60MbHbIX TKMI
HeT. [1py BbIGOpE TOrO WM MHOTO NOAX0MA HEOOXOAMMO TLUATENbHO
OLIEHWTb NONb3Y W PUCK KDKAOrO U3 HUX. Tak NOXWUNbIM NaLmeHTam
BbICOKOrO pUCKa XMPYPriv4ecKoro BMeLLIaTenbCTBa MOXET ObITb Npes-
noxeHo nposegeHue YTACA, B T0 Bpems Kak MonofbiM (< 40 net) npu
HaMYMK NOKA3aHWA — CenTanbHas MUIKTOMUS. Peaynbratbl meTa-
AHAUTUYECKNUX UCCNELOBAHWIA IEMOHCTPUPYIOT CPaBHUMOE BRUSIHUE
XVpypruyeckoro nevenns n YTACA Ha reMoaMHaMuKy, CTatyc 1 oTaa-
NeHHble pesynbrathbl y 601bHbIX 06CTPYKTUBHON TKMI.

K npenmywiecteam YTACA OTHOCATCS: OTCYTCTBUE HEOOXOAMMO-
CTU B MPOBEAEHNM UCKYCCTBEHHOrO KPOBOOOPALLEHNS U CBA3AHHbIX
C 3TUM OCNOXHEHWI, 6051ee KOPOTKOE NpedbiBaHNe B CTaLMoHape W
MeHbLLIAA 3KOHOMWYECKas 3aTpaTHOCTb MeTofda. K HeJocTaTkam crie-
[lyeT OTHECTU TEXHUYECKME CNOXKHOCTM, CBA3AHHBIE C NOUCKOMU KaTe-
Tepu3aLneli CenTanbHOI BETBU 1 BOSMOXXHOCTb NOBPEXAEHNS NEBOI
KOPOHAPHOIA apTepii, CRIOXHOCTM B NMPOrHO3MPOBaHMM pa3Mepa Bbl-
3bIBaEMOr0 HEKPO3a MMOKap/a, a TakKe BbICOKas BEPOSATHOCTb pas-
BMTUA NOJSTHON NOMePeYHoi 610Kafdbl 1 apUTMOrEHHbIX OCIIOXHEHUI
B pe3ynbrare NpoBeAeHUs NpoLeaypbl. Tak, UMEKOTCS [aHHbIe O TOM,
410 y 0T 3% A0 10% 60nbHLIX TKMIT nocne YTACA peructpupyiotcs
ann3obl yCToiumBoI XKT, a Take dombpunnauun npeacepauii. Mo-
cre CenTa/lbHOAMUIKTOMUMN 3TI apUTMUYECKME COBLITAS BCTPEYAIOT-
cs1 pexxe (0.2% B rog npotue 0.9%).

B cBs3n ¢ yacteiM (10-20%) pa3suTiem nonHo 6r1o0kadbl cepaLa,
npeanonaratoLLen MMmnnaHTauuy noctosiHHoro IKG, AB1UnockL Npeano-
CbINIKOM K CO3[aHUI0 HOBbIX MOAMMMKALMA K NPOBEAEHUIO CenTanb-
HOW abnaumn. Bo n3bexarue npaMoro BIMAHWA 3TaHosa Ha NPOBOAS-
LLYtO cMCTeMy cepaua NpeanoXeHo anbTepHaTMBHOE MCMOMb30BaHMe
B Ka4ecTBe OKK/HO3MPYIOLLeroareHTa creunanbHbIX crupanen, aHa-
NOMUYHBIX MCMOMb3YEMbIM NS NIEYEHNS BPOXKAEHHBIX COCYANCTbIX
NaToformin, aHeBPU3M U TSXKENbIX PELMANBUPYIOLLMX KPOBOTEHEHNIA.
[pn 3TOM 04eBUAHA HEOBXOAMMOCTb NPOBELEHNS KPYMHBIX PaHAOMU-
3UPOBaHHbIX MPOEKTOB ANS NOATBEPKAEHUS 3CDAEKTUBHOCTMN U 6E3-
0MacHOCTU METOA0B CENTaNbHOI abnALmK.
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5.7.3. [iByxKkamepHas
3NIEKTPOKAPANOCTUMYNALMUA B JIEYEHNH
6onbHbIX 06CcTPYKTUBHOW TKMI

OnpefieneHHbIA UHTEPEC BbI3bIBAET U3YYeHWe BO3MOXHOCTM WC-
NOMb30BaHNA B KAYECTBE allbTePHATUBLI XUPYPrUYECKOMY JIEHEHUHO
6onbHbIX TKENor 06¢TpykTueHON MKMIT nocnenosarensHoil aByx-
KamepHOi 3N1EKTPOKAPANOCTUMYNISLAN C YKOPOYEHHOR aTPUOBEHTPU-
KYNSAPHOWN 3a1ePXKKOIA.

CMbICcn MeTofia COCTOUT B U3MEHEHUW MOCNEA0BATENLHOCTU pac-
NPOCTPaHEHMs BOMHbI BO3OY)KAEHWUS W COKPALLEHUA KeSyn0YKOB,
KOTOpas 0XBaTbIBAET BHadane BepxyLlky, a 3arem NDKTI, npusoaut
K YMEHbLUEHUIO Cy6aopTanbHOM0 rpagueHTa 6rarofaps CHUDKEHUH
pervoHapHoii cokpatumocT MXKIT u, Kak crefcTeue, pacluMpeHuto
BblHOCALLEro TpakTa JIK. 3ToMy Cnoco6CTBYET Takxe 3anasfiblsa-
HWe CUCTONUYECKOrO [BVKEHUA Knepeau nepepHeit cteopku MK u
YMEHbLLIEHIE ero amnnmTydbl. BaXXHOe 3Ha4eHue uMeeT nonoop Hau-
MEHbLLEN BEINYUHbI BPEMEHU 3a1ePXKKN HAHECEHUS XKeNya04KOBOr0
UMNynbCa nocne npeacepaHoro, Kotopasa 06ecneynBaeT npexaespe-
MEHHYHO [Lenonapu3aumio BepXyLUKM Cepaua, He NPUBOAA NPy 3TOM K
YXYOLLEHWIO KapavoreMOoAMHAMUKI — CHYXKEHMIO CEPAEYHOTO BbIOPO-
ca w ALl. [ing aToro B page Cny4aes NpUXoauTcs npuéeratb K yoam-
HEHWUO BPEMEHU CMOHTAHHON aTPUOBEHTPUKYNAPHONA NPOBOANMOCTH
C NOMOLLbIO Tepanuu 3-Ab unu Bepanamunom 1 Aaxe adnauum arpu-

OBEHTPUKYMAPHOIO y3na.

lpoBeaeHne NOCTOSHHON [BYXKAMEPHON 3NEKTPOKApAMOCTUMYNS-
LN C YKOPOYEHHOMN aTpUOBEHTPUKYNIAPHON 3afepXKKOil paccmarpu-
BaeTCA Kak BO3MOXHbIA METO[ Ne4veHnst 60MbHbIX 06CTPYKTUBHOM
KM, pecbpakTepHOi K MeIMKAMEHTO3HOW Tepanui, He SBNAIOLLINX-
Cs ONTUMATIbHBIMM KaHAMAATaMW 415 XUPYPr4eckoid KOppeKLmn n
YTACA.

Y 60mbHbIX 06CTpyKTMBHOM TKMI1 C paHee UMMIaHTUPOBAHHLIM B
CBA3U C MHbIMU NPUYUHAMM YCTPOWCTBOM LieNecoobpasHo nposeje-
HWe NPOBHOI [BYXKAMEPHOI 3NMEeKTPOKAPAMOCTUMYNALMU C YKOPO-
YeHHOW aTPUOBEHTPUKYNAPHOI 3aAePXKKOIA 151 yMEHbLLEHWS CUMMTO-
MaTunKM, CBA3AHHON C 06CTpyKLmen BT JIXK.

X0T1 NepBOHAYaNbHbIE HEKOHTPONMPYEMble HAGMIOAEHUS Oblan
BEeCbMa 0OHAEXMBAOLLMMK, 60MEe NO3AHWE PaHOOMM3NPOBAHHbIE
CCNEAO0BAHNA MOKa3anu, Y4To LOCTUraeMble Npy Takoii 3NeKTPoKap-
ANOCTUMYNALMN CUMMTOMATUYECKMIA 3CDCDEKT M CHIDKEHUE cybaop-
TaNbHOTO rpafveHTa AasneHns (0Koo 25%) OTHOCUTENbHO HEeBENu-
KM, @ CYLLECTBEHHbIE W3MEHEeHUs (PU3NYECKOA PaboToCnoCOGHOCTY
OTCYTCTBYIOT. He ymanocb 06Hapy»XWTb U CYLLECTBEHHOTO BMSHUSA
ANeKTPOKApAUOCTUMYNALMM Ha TeyeHue 3aboneBaHus u Hactoty BC.
(06€eCnOKOEHHOCTb BbI3bIBAIOT YCYTyBNeHNe HapyLLUeHNs AnacTonnye-
CKOro paccnabneHust MMoKapaa 1 NoBbILLIEHNE KOHEYHO-ANACcTONNYe-
ckoro gasnenus B JTXK. QueBnaHO, 4TO 10 YTOYHEHWS PONK JNEKTPO-
KapanocTUmynauum B neveHun o6¢TpyktueHon FKMI paciumpeHHoe
KNUHWUYECKOE NPUMEHEHIE 3TOr0 METOfa He PEKOMEHAYETCS.

IMABA 6. HEKOTOPbIE YACTHbIE BOMPOCHI

6.1. 3aHsATUA cnopTom U (PU3KYNLTYPOH,
y4yacTue B CNOPTUBHbIX COPEBHOBAHUAX

bonbHbIM TKMIT Lenecoobpa3Ho OrpaHnyMBaThbC 3aHATUAMU U
y4acTuem B COPEBHOBAHWUAX HU3KOW WHTEHCWUBHOCTU (Hanpumep,
rofbd), 60YMNH).

MauweHtam ¢ TKMIT He3aBMCMMO OT BO3pACTa, NoJ1a, PacoBoi Npu-
HAZNEXHOCTH, Hanuuma o6cTpykumn BT JDK, npoBefeHHbIX paHee
onepauuii centanbHoi MuakTomMuu uim YTACA wmnn umnnaHTaumm
VKL y 60nbHbIX BbICOKOrO pucka BC, npoTMBOMNOKA3aHO y4acTie B
CrMOPTUBHbIX COPEBHOBAHUSX U YNPOXKHEHUAX BbICOKOM MHTEHCUBHO-
CTU.

6.2. bepeMeHHOCTb W pofpbl

Y xeHWwmH ¢ TKMIT, y KOTopbIX KNMHWYECKWe NPOsBEHUs 3abore-
BaHWs OTCYTCTBYHOT SN KOHTPOSIUPYHOTCA NpUéMOoM 6eTa-afpeHo6o-
KaTopos, Jie4eHune HeobX0aMmOo NPOLOMKMTL BO BPEMS 6ePeMEHHOCTH
1 OCYLLECTBNATL HabNtoAeHue 3a NNOAOM BO M36eXaHue pasBuTus
OpaauKapanm 1 apyrux OCNoXHEHNIA.

[o nnasupyemoro 3a4aTns pe6éHka nokasaHo NpoBefeHUe reHeTu-
YECKOro KOHCYNsTUPOBaHUA naumeHTos ¢ FKMI (matepu unm otua).

Y KeHLmH ¢ TKMIT, uMeroLLmX BbICOKWIA ypOBEHb 0BCTPYKLWN B MO-
KOE 1 B YCNOBUSAX NPOBOKALMU (> 50 MM PT.CT.) W/IUNK HEKOHTPOMMPY-
eMYH0 MEAMKAMEHTO3HO CUMNTOMATIKY 3a60/1eBaHNs, 6ePeMEHHOCTb
CBSI3aHa C BbICOKUM PUCKOM U OHW OIMKHbI ObITb HanpasneHs! Ans
HAOMIOlEHNs B CNELNaNM3MPOBaHHOE YHPEXEHME.

[uarHo3 TKMIT He fBNAETCA NpOTUBOMOKa3aHWeM Ans GepemeH-
HOCTW Y GECCUMMTOMHbIX XXEHLLWH, OHAKO, JO/KEH ObITb NPOBE/EH
TLLIATENbHbIA aHANN3 B OTHOLLIEHWM PUCKA 6ePEMEHHOCT U POLOB.

Y xeHWuH ¢ TKMIT u MArko unu ymMmepeHHoi KOHTPONIMPYemoii
CUMNTOMATUKOI 6epeMEHHOCTb OMpaBfaHa, OHaKo, LienecoobpasHo
NPOBOANTDL 3KCMEPTHbINA CEPLAEYHO-COCYAMCTLIN W NPeHATaNbHbIA MO-
HUTOPUHT.

Y keHwmH ¢ FTKMIT 1 Ta)Kenoit cepaeyqHomn HeloCcTaToqHOCTbIO 6e-
PEMEHHOCTb CBSI3aHA C MOBBILLEHHON BEPOSATHOCTHLIO PA3BUTUA OC-
NIOXKHEHUI 1 CMepTU.

lporpecc B NOHUMaHWW NPUPOAbI U MexaHn3MoB passutus TKMIT
Onpezenui BO3MOXHOCTb CO3[aHUA 3TMONATOrEHETUYECKOI Tepanmm.
MpeofioneHne UMEIOLLMXCA TEXHUYECKIX CIIOXHOCTEN NO3BOAUT OT-
KPbITb MPUHLMNWANBHO HOBbIE FOPU3OHTBI HE TOSTbKO B AMArHOCTUKE,
HO 1 NieveHnn 60mbHbIX TKMIT (reHoTepaneBT4ecKkmin NoAxoa).

Takum 06pasom, ctpaterus nedebHbIX meponpusaTuii npu TKMI
[O0CTaTO4HO CNOXHA W NpegnonaraeT UHAVBMAYANbHBIA aHANU3 BCe-
o KOMMeKca KNUHUYECKNX, aHAMHECTUYECKMX, reMOAMHAMUYECKIX
nokasaresnei, pesyrnsTatoB reHHON AWArHoCTUKM W CTpatudomkaumm
pucka BC, oueHKy 0CO6eHHOCTEN TeueHns 3a601eBaHns U 3PdIeKTHB-
HOCTW WCTONb3YeMbIX BapUAHTOB fieveHuns. B Lienom, paumuoHanbHas
(hapmakoTepanus 1 WUCMONb30BaHWE MO MOKA3AHUAM WHTEPBEHLN-
OHHbIX METOAMK (xupyprideckoe nedeHue, YTACA, VK v B peokux
CIyyasx ANeKTPOKAPANOCTUMYNIALMAN) NO3BOMAT NOSTY4UTH XOPOLLIWIA
KITMHWYECKMIA 3DDEKT, NpedynpeanTb BOSHUKHOBEHNE TSXKENbIX 0C-
NOXKHEHWI W YIyYLWKUTD NPOrHO3 Y 3HAYUTENIbHON YacTh BOMbHbIX -
nepTPodUHECKOil KapamommonaTuen.
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