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TAXUAPUTMUUN

Mcnosnb3oBaHWe HOBbIX CPEACTB ANArHOCTUKU U JIeHEHUS NMO3BOJIUIIO OCYLLECTBUTL
PEBONOLMIO BeAEHMS! BOMbHLIX C apuTMUsIMU cepaua. PaspaboTka 1 ycoBepLIEHCTBO-
BaHWE CPEeACTB MEeAMKAMEHTO3HOW M HEMEOMKAMEHTO3HOM Tepanuu, B 0COBEHHOCTU
PaaMo4aCTOTHON KaTeTEPHON abnsumM U HOBbIX UMMIAHTMPYEMBIX YCTPOWCTB, obecne-
4Mo Nyyllee neyvyeHve, NoaaBsfieHWe U HacTo U3nedyeHne pedpakTepPHbIX U XUSHEHHO
onacHbIX apuTMuKiA cepaua. bonee Toro, katetepHas abnaums NOMorna iydwe packpbiTb
naTopu3noNoruio 3Tnx apuTMmin. B aToM pasaene BegeHne 60/bHLIX C apUTMUSMN pas-
JEeNEeHO Ha Taxu- 1 BpaamaputMum. TaxmapuTMmnm neyvaT ¢ MOMOLLIbIO aHTUAPUTMUYECKUX
npenapaToB, Paano4acTOTHONM KaTeTEPHOM abnaumMmn  UMMIAHTMPYEMBIX YCTPOKCTB. Bpa-
ONapuTMUM NPENMYLLECTBEHHO JiedaT KapAMOCTUMYNIATOPaMMU.

CYNPABEHTPUKYNIAPHbLIE APUTMUUN

CuHycoBasi Taxukapamns

MpuvynHON NATONOrMYECKOM CUHYCOBOW TaxmMkapaumn SBASIOTCA SKCTpakapamabHbie
dakTophbl, TakMe Kak imxopagka, rmnoTeH3ns, aHeEMNs, TUPEOTOKCMKO3, MMNOBONEMNS,
NeroyHble amMBonuK, WOoK, Un yBennyeHne noTpebHocTen Mrokapaa B CBa3n ¢ nHdap-
KTOM MUOKapaa Unmn 3acTONHON cepevHOM He0CTAaTOYHOCTbO. CMHYCOBYIO TaxmMKapamio
MOrYT BbI3blBaTb Takme npenapatbl, Kak aTPoOnuH, KOPEH, HUKOTUH, N30MPOTEPEHO,
FOPMOHbI LUMTOBUOHOWN Xenesbl, aMMHODUINIMH. HEeCOOTBETCTBYIOLLYIO (YPE3MEPHYIO)
CMHYCOBYIO Taxukapamio onpenensioT Kak CUHYCOBYIO Taxmkapamio 6e3 kakon-nnbo ove-
BWOHOW NpuymHbl (1). 3TO HENapokcMaManbHOE COCTOSIHNE, KOTOPOE 0ObIYHO NPOSIBAS-
€TCS KaK YPpEe3MEPHO BbICOKAS 4aCTOTa CMHYCOBOIrO PUTMa B NMOKOE, C €€ 3HAYUTESbHbLIM
YBEJIMYEHNEM MPU MUHUMANBHOWM akTUBHOCTM. OHa YacTO COMPOBOXAAETCA TPEBOXHbI-
MW PacCTPONCTBaMM M CUHAPOMOM Mponanca MUTPasIbHOro KianaHa. XoTs MEXaHU3Mbl
OCTaloTCs HEONPeAENEHHLIMU, OAHMM 13 CNOCOOCTBYIOLLIMX 3TOMY COCTOSIHMIO PakTOpOB
aBnseTca gucbanaHc Mexay CMMNaTMyeckMM 1 napacuMnaTnyeckum KoHTponem (1).

JleyeHne CMHYCOBOW Taxmkapamm 0ObIYHO MPELYCMaTPUBAET KOPPEKLMIO MPUYMHBI.
Hanpumep, npy MHPEKLUMAX NCMOSNbIYIOT aHTMOMOTMKN, NPU TMNOTEH3UN — 3aMELLEHNE
XUIOKOCTW, NPU TUPEOTOKCUKO3E — B-6A0KaTOpPbl M aHTUTUPEOWAHBIE Npenaparsl. Tsxe-
nee BECTM MauMEeHTOB C HECOOTBETCTBYIOLLEN CUHYCOBOM Taxmkapamen. K cpepgcteam
NepPBON NIMHUM OTHOCAT (3-6N0OKaTopbl, KOTOPblE HEPEAKO MO3BONSIOT KOHTPONMPOBATb
CVHYCOBbIVi PUTM 1 aCCOLMNPOBAHHBLIE CUMMTOMbI. Y MauueHTOB C NPOTUBOMNOKA3aHNS -
MU K MPUMEHEHNIO -610KaTOPOB NOe3HbI 610KaTOPbI KanbLMEBbIX KAHANIOB, TakMe Kak
BEpanaMun unv guntnasem. Y naumeHToB, KOTOPbIE HE PearnpytoT Ha Tepanuio p-6noka-
TOopamu unm Gnokatopamm KanbLMEBLIX KAHAN0OB, MOANMUKALMS CUHOATPUABHOMO y3na
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NnocpeacTBOM PaaMo4acTOTHONM KaTeTepHON abnsumm obecneynBaeT 3aMmensieHNe CUHY-
COBOro putMa. KaretepHast abnaumsa gnsa mogudukaumm CUHYCOBOMO y3/1a accoummnpyeT-
CS C HU3KMM PUCKOM BO3HWKHOBEHMS MOTPEOHOCTM B NPOBEAEHMM NOCTOSHHONM Kapamo-
cTuMynauun. XoTsa HavyasbHas YyactoTa ycnexa Moandukaumm CUHYCOBOIO y3na BbICOKa,
NMEEeTCS 3HaYMTENIbHAs YacToTa BO3HUKHOBEHMWS PELIMAVNBOB.

CuHoaTpuanbHas Taxumkapaus pu-3HTpu

Cpeny NaumeHTOoB C CYNPaBeHTPUKYNSPHBIMY TaxmukapamsaMmn meHee 5% — 310 60nb-
HblE C PU-3HTPU B CUHYCOBOM Yy3/1e. ITO COCTOSIHWE OOLIYHO aCCOLMUPYETCS CO CTPYK-
TYPHbIM 3a00NEBaHNEM CEPALIA, @ B HEKOTOPbIX Cyvasix — C aTPUOBEHTPUKYNSpHOI (AB)
Y3/10BOI peumnpokHol Taxvmkapameit. AnarHoa nogo3peBsatoT, ecnm 3ybusl P Bo Bpems Ta-
XUKapAUW MAEHTUYHBI 3y6uam P BO BPEMS CUHYCOBOIO pUTMa 1 UMEIOT NOA0OHYI0 CBSA3b
¢ komnnekcamn QRS, a Takxe npy BHE3anHOM NpekpaLLeHny Taxukapamun. JuarHos noa-
TBEPXAAIOT NPY 3NEKTPODU3MOIOTMYECKOM UccnenoBaHmm (2). CuHoaTpranbHylo Taxu-
Kapauio py-3HTPU MOXHO MPEKPaTUTb MyTEM BHYTPUBEHHOIO BBEAEHWS aAEeHO3UHA, Be-
panamuna unw p-6nokatopos. MNepopanbHas Tepanus 6a0kaTopaMm KanbLyEBbIX KAHAN0B
1 B-6nokatopamm MOXET 1CMONb30BATLCA ANS NPEA0TBPALLEHNS NOBTOPHbIX ANN30A0B.
PaanoyacToTHas kaTeTepHas abnaumns BbICOKOIOPEKTUBHA 1S IEHEHNS PU-3HTPU B CU-
HycoBOM Yy3ne (3). MOCTOSIHHbIA KapAMOCTUMYNATOP OObIMHO He TpebyeTcs, MOCKOMbKY
noBpexaeHns B 061acTh CMHYCOBOrO y3nia NpMBOAAT K Moamdukaumm yana 6e3 notepu
ero aBTomartmama. Puck nonHom notepu GyHKLMM CUHYCOBOIO y351a Npu paamo4acToTHOM
KaTeTepHON abnsaummn eincTBUTENIbHO MUHUMASbHBIN.

MpeacepaHas Taxukapaus

MpencepaHble TaxukapauyM MOryT ObiTb CBSI3aHbI C aBTOMATU3MOM, PU-3HTPU UK
TPUITEPHON aKTUBHOCTLIO (4). Bo Bpems 3TuX Taxukapamin 4actoTa npeacepaHoro puT-
Ma cocTaBnseT 00bi4HO 0T 150 no 200 cokpatleHuin B MuHyTY (5). Mopdonorus 3ybua P
3aBWCUT OT MeCcTa NPONCXOXAeHNS Taxmkapamn. O6bI4HO 3ybeL, P HaxoauTcst BO BTOPOM
nonosuHe nHTepaana RR (anHHbIA nHTepBan RP). 3Tu Taxmkapammn 06bI4HO acCoLMUPO-
BaHbl CO CTPYKTYpHbIM 3ab0NneBaHMeM Cepaua, TakuM Kak KapauoMmuonaTusi, NeroyHoe
cepaue unun paHee nepeHeceHHbIn MHGapKT M1nokapaa. BaxHo oco3HaBaTb, YTO YCTOM-
ymBas npenceppHas Taxmkapaus MOXET MHOyuMpoBaTb kKapauomwuonatuio. Boamox-
HOCTb Pa3BUTUS KapaMoMUonaTum, CBA3aHHOW C Taxnkapamen, cnefyet paccMarpmsarb
y Nto6oro naupeHTa ¢ NpeacepaHoin Taxmkapanen n aunaTaumMoHHOW KapamoMuonaTm-
el (6). JleueHne Taxmkapauy o6ecneynmBaeT NnosiHoe BOCCTaHOBNEHNE DYHKLUUW IEBOTO
xenynoyka. Bo3MOXHOCTb auarHosa MHTOKCUKaumm OurntanmcoM OOJXHa Bceraa pac-
cMaTpvBaTbCS NPW CoYeTaHUM NpeacepaHoi Taxmkapammn n AB 6nokagsl (7).

BeneHune 60/bHbIX BKIOYAET NledeHne GOHOBOMO COCTOSIHKS, Takoro Kak cepaeyHas
He[oCTaTOYHOCTb, JIEFOYHOE CepALe WM MHTOKCUKALMA OUTOKCUHOM. Y MaumeHToB C
YCTONYMBOIN Taxmkapanen n 4acTelM PUTMOM XENYO0UKOB AJ15 YMEHbLUEHWS 4aCTOThl OT-
BETa XenyA04KOB MOryT UCNOMb30BaThCs B-610KaTOPbI UM 610KATOPbI KabLMEBbIX Ka-
Hanos. [Npenapartsl knacca la, Ic unu lll MoryT NpUMEHATLCS Kak MonbITka npekpatLteHms
Taxvkapamu (Tabn. 1). Beilbop npenapaTtos 3aBUCUT OT QYHKLIMKW IEBOMO XeNy04Ka; y na-
LIMEHTOB C HAPYLLUEHHOW QYHKLMEN NEBOr0 Xenyaouka cneayet n3beratb aHTMapuTMunye-
CKMX NpenapartoB knacca la u Ic, 4To CBA3aHO C BLICOKMM pyrckoM npoaputmun. CoTtanon
NCNONL3YeTCs NPU HOPMASbHON MW Cnerka HapyLweHHON GYHKLUUN JIEBOIO XeyaoukKa.
AmMVoaapoH SBNSIETCS npenapaToM BbliOopa Npu YMEpPeHHOW UK TAXEeNon AUCHYHKLMN
NeBOro xenynoyka. Hoseln aHTMapUTMUYeckuii npenapart knacca |l podetunua, Takxe
NPeacTaBNseT afbTepHaTUBY Y MOXET UCMNOJb30BATLCH Y NALMEHTOB C CepaeYHON He-
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Ta6amua 1
Knaccudukauus aHtnaputmunyeckux npenaparo no Vaughan Williams

Knacc | (npevmyLLEeCTBEHHO YrHETaIOLWME ObICTPLIA HATPUEBDIV KaHa)
la

MpokanHamng,

XUHWONH

b

JinpokavH

MekcunetnH

Ic

dnekanHug,

MponadeHoH

Knacc Il (aHTaroHncTbl f-aapeHopeLenTopos)
KapanocenektvnsHbie

MeTonponon

AteHonon

AuebyTanon

HecenektvBHbie

Mponpaxonon

Haponon

MuHaponon

Tumonon

Knacc Il (npenmyLLecTBeHHO AENCTBYIOT HA KaJIMEBbLIE KaHabl M YOJVHAIOT Penonspu3anmio)
Wcrnonb3yembie BHYTPUBEHHO

Neytunung,

Hcrionb3yemble nepopaibHo

Cortanon (Takxe nmeet cBowcTaa knacca |l)
AMVOOapOH (Takke umeeT cBorcTaa knaccos I, Il n 1V)
Jodetunung,

Knacc IV (bnokatopbl kanbLMeBbIX KaHaI0B)
Ountnasem

Bepanamun

[OCTaTO4YHOCTLIO (8). ECnn He BbISIBNEH KOPPUIMPYEMBIA 3TUONOrMYECKMIA pakTop, Npu
BO3BpaTHbIX NPeacepAHbIX TaxMKapansax MeTonoM Bolbopa OyOeT paamoyacToTHas kate-
TepHas abnaupus.

Y3noBas taxukapans (AB yanoBasi u AB peumnpokHasi Taxukapavs)

JByMS1 BOXHENLIMMUN NPUYMHAMK Yy310BOI Taxukapaun senaiotcs AB ysnosoe pu-
3HTpU 1 AB 0b6xodHble TpakThl. Jpyrue, MeHee pacnpoCTpaHEHHbIE NMPUYMHBI Perynsp-
HOW Taxmkapamm € y3KMMM KOMIMekcaMm — 3T0 NPeAcepaHas Taxmkapams u TpenetaHme
npeacepamnin. Ecnvyactora xenygo4koBoro putma coctasnset ot 140 no 160 cokpaule-
HUIA B MUHYTY, CNieflyeT pacCMOTPeTb BO3MOXHOCTb TPeneTaHna npeacepamin ¢ 6noka-
non 2:1.

HeoTtnoxHoe BegeHue 60/1bHbIX

HeoTnoxHoe BegeHne 60bHBLIX BKAOYAET CHaYana nomnbITKy BaryCcHon npobbl, npu-
yeM Hambonee adPeKTMBHON BNSETCS Npoba Banbcanbsbl. Mpy BEINOAHEHUM B rOpw-
30HTa/IbHOM NOJIOXEHMN BCKOPE NOCNEe BO3HUKHOBEHMS Taxmkapaun 70% cynpaBeHTpu-
KYNSIPHBIX TaxMkapauid npekpawaioTes nocne npobel Banscanbebl (9). M3 npenapatos
01191 HEOTNOXHOW NOMOLLUX UCMOMb3YIOT BHYTPUBEHHLIN afeHO3uH, BepanaMmun U oun-
TnazeMm. ockonbky Nepuog noayBbiBEAEHWS a0eHO3MHA COCTaBnseT oT 3 A0 5 ¢, OH
SIBNSETCS cpeacTBoM Bhibopa (10). AneHO3MH BBOAAT B BUAE ObiCTpOro 6ontoca B Ao3e
6 mr; npu oTcyTcTBUM 3dpdekTa MOXHO BBECTM 12 MK bonee HM3kue o3kl NPUMEHSIOT
Yy MONOAbIX NaLWEHTOB UK Ha GOHe npuema ounupuaamona, KoTopblil yrHeTaeT pac-
naf afeHo3vHa. Beicokne [o3bl HEOBXOAMMBI Y MALMEHTOB C MeANEHHBIM NEPUOLOM
LUMPKYNSUUK, LWYHTUPOBAHUEM KPOBUW ClieBa Hanpaso, a Takxke npu ¢OHOBOWN Tepanuu
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TaGamua 2
MepukameHTO3HOE Jie4eHue CynpaBeHTPUKYNSPHON Taxukapauu
lNpenaparsl Jlosa SppektuHocTs  lpenoctepexeHns / Mo60YHbIE 3PGEKTbI

OcTpas KoHBepCwsi pUTMa ( UCMOb3YIOTCS BHYTPUBEHHO)

Bepanamwun 5-12 mr >85% M3beratb Npu Taxmkapanm ¢ LUMPOKMMU KOMMIEKCAMM
Ovntnasem 17-25mr >85% W36eraTb Npy Taxvkapamm ¢ LUIMPOKUMU KOMMIEKCamu
AneHo3UH 6-18 mr 95% [03a MeHbLUEe Npy GOHOBOW Tepanum AUNMPULaMoIoM
ATO 6-30 mr >90% Mopo6HO afeHo3MHY

3cmonon 35-50 mr 50% OCTOPOXHO NpY BPOHXMANBHO aCTME U TUNOTEH3UN
MponpaHonon 4-16 mr 50% Mopo6HO acmonony

AmrogapoH 300 mr 80% 3ame[ieHHOe Havano AencTBus

XpoHunyeckoe rnogasiieHne (UCrnonb3yTes nepopasnsHo)

Bepanamun 240-480 mr >70% Bpagvikapavs v runoteH3us

Onntnasem 90-270 mr 60% Bpaankapavs v runoteH3ns

Haponon 80-160 mr >60% Mo6o4Hble addexTsl f-6n0kaToOPoB

MpokavHamng, 1-2r1 >60% MpoapuTMus, rMnoTeH3us

dnekanHng, 200-300 mr >70% Bbicokasi BepoATHOCTb NPOapUTMUn

MponadeHoH  450-900 mr >75% Mpoaputmus, B-6nokupyiowwme abdexTsl

Cotanon 240-320 mr >70% B-6nokupyiowwme abdexTsl, yaavHeHne nhtepeana QT
AmrogapoH 200-600 mr 75% KymMynatuBHoe neincreme

METUSIKCAHTUHAMWN. TPaH3UTOPHbIMKU NOBOYHBIMK 3ddekTaMn ABNSITCS NOKpPaCHEHWe
nnua, AMckomdeOopT B rPYAHON KNeTKe, 3aTpyaHeHue AbixaHns u AB 6nokaga. MprumeHeHns
afleHo3nHa cnepgyet n3beratb y NaUMEHTOB C OPOHXMANbHOM aCTMOM, 4TO 0BYCNOBAIEHO
prckom 6poHxocna3ma. BMecTo aToro Heo6X0AMMO NPUMEHSTL Bepanamuin uav guntma-
3eM. AIEHO3MH MOXHO 6e30MacHO NPUMEHSTL Y NaLMEHTOB, MONyYaloLWMX Apyrue Kapam-
asnbHblE CPEACTBa, Takve Kak AUroKCUH, B-61okaTopbl, 6110KaToPbI KanbLMEBLIX KAHAOB
N MHrMOUTOPbLI aHrMOTEH3UHNPeEBpPaLLalowero GepmMeHTa. MpenapaT apdekTmBeH ans
npekpaweHns 98% cynpaBeHTPUKYNSPHbLIX TAXUKapamMii, BbI3BaHHbIX pU-3HTPKW B AB yane
nnn npy Hanuyamm obxoaHbix AB TpakToB. Micnonb3oBaHne afeHo3nHa Npu NpeacepaHbIx
Taxukapamsax 006bIMHO NPUBOAUT K BO3HUKHOBEHMIO AB 610Kafbl Ha hOHE CoXpaHsioLeit-
cs Taxmkapaun; ogHako npumepHo 40% npeacepoHbix TaxXMKapanin Takke npekpaLLaT-
¢ Ha poHe ageHo3uHa. Mpu Nogo3peHnn Ha TpeneTaHne NPeacepanin BBEAEHNE afeHo-
3MHa NONEe3HO ANs NOATBEPXAEHUS AMarH0o3a, NOCKOJIbKY OH YBENNYMBaEeT cTeneHb AB
6nokagpl, 4TO NO3BOMSAET OTHETIMBO NAEHTUDMLMPOBATL BOJIHBI TPEMNETaHMS.

XpoHunyeckoe nogasseHune

B Tabnuue 2 nprBeneHsl npenapartsbl, UCNob3yeMble 4151 XPOHUYECKOr0 NOAABNEHUS
CYNPaBEHTPUKYNSAPHBIX Taxukapani (11). JurokcnH nuMmeeTt orpaHUYeHHyo posib. Y naum-
€HTOB, Y KOTOPbIX HaCTbi0 KOJbLLa pu-3HTPU aBnsieTcs AB y3en (AB y3noBsoe pun-aHTpu, AB
peunnpokHas Taxmkapams ¢ AOMONHUTENIbHBIM TPAKTOM), Ha4asibHbIM TepaneBTUYECKNM
CpencTBOM JOMKeH ObiTb Mpenapart, 6nokmpyiowwmnii AB y3en, Takow kak p-6nokatop uam
6nokaTop KanbLMEBbLIX KaHaNoB. AHTUapPUTMUYeckme npenapatbl knacca | unm Il ucnones-
3yl0TCS TOJIbKO Y NALUMEHTOB, HE OTBEYAIOLMX HA cpeacTea, 6okmpytoLme AB y3en. Mpu
CYNpPaBeHTPUKYNSPHbIX Taxnkapausx, He BoBnekawwmx AB y3en, cpeacTea, 61okupyio-
wre AB y3en, MoryTt 3aMenTb XesNyA04KOBbIA OTBET, OAHAKO He MOAABNSAIOT TaxuKap-
ano. Y Taknx nauMeHToB A5 NOLAABNEHUS apUTMUN MOTYT NPUMEHATLCS NPOKanHaMung,
(knacc Ib), pnekanHng, (knacc Ic), nponadeHoH (knacc Ic), ammogapoH (knacc lll), nodpe-
mmnung, (knace ) nnn cotanon (knacc ll). Boibop noaxoasiiero cpeacTsa Tepanum npo-
BOOMTCS NOcne NoAapoOHOI OLEHKN KIIMHUYECKOr0 COCTOSIHUS B OTHOLLEHMM BEPOSTHOrO
MexaHu3ma apuTMUK, HanuyamMa unn oTcyTcTeus 3abonesaHuna cepaua. Npenapart knacca
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Ic, Takow Kak piekanHng, SBIsieTCs CPeACTBOM BbiOOpa y NAUMEHTOB C PE3UCTEHTHOM CY-
NPAaBEHTPUKYASIPHON Taxmukapamen, 0byCnoBNEHHOM AONOAHMTENbHBIM NyTeM. Hannune
CBOICTB 610KaTOPOB HAaTPMEBBIX KAHANOB MO3BONSIET CENEKTUBHO BIOKMPOBAaTL NPOBE-
JeHve B 4ononHuTeNbHbIX NyTsx. Mpenapartol knacca lll, nmetome cBoncTBo 610KMpo-
BaTb KaJiMeBble KaHasbl U NPOJIOHMMPOBaTL pedpakTePHbIN Nepuos, npeacepani, Takxe
BbICOKOS(h@EKTUBHBI A1 NOAABAEHUS NPeACcepPaHbIX TaxXMapuTMuUiA: NpeacepaHon Taxm-
Kapamu, TpeneTanms n dubpunnauun npeacepami (11).

PesynetaTtel CAST 1 gpyrux nccnenosanmin adGeKTMBHOCTA aHTUAPUTMNYECKON Te-
panuu nokasanu NoBbILUEHNE PUCKA XENYL0HKOBOM NPOAPUTMUM MPU NPUMEHEHUN aHTU-
apuUTMMYECKMX NMpenapaTos kacca | y nauneHToB, paHee nepeHecLUnx nH@apkT MMokap-
a (12). Utak, ncnonb3oBaHue aHTMApUTMUYECKMX MpenapaTtoB knacca | gna neyexws
CYNPaBEHTPUKYASPHbIX apUTMUIA AOMKHO OrpaHnyMBaTbCa KaTeropuern nauneHtos 6e3
MHGpapKTa MMokapaa B aHaMHe3e Unu AMChYHKUMM TIEBOMO Xenyaoyka. Y naunmeHToB C
nweMmyeckon 6onesHbio cepaua, MHOAPKTOM MUOKapAa, ANCOYHKUMEN TEBOrO Xeny-
Jo4Ka unv runepTpoduren xenyLo4kos B aHaMHE3E CYNPaBEHTPUKYISIPHYIO Taxukapamio
neyat npenaparamu knacca lll cotanonom unm ammogapoHOM, NOCKONbKY NPU NX NpuMe-
HEHUW BEPOSITHOCTb BO3HWKHOBEHWUS XENTYA04KOBOW NPOapPUTMUA 1 NOBLILLIEHUS CMEpT-
HOCTM B yKa3aHHbIX NONyNaLMsaX NaLMeHTOB C BbICOKOWM CTEMNEHbIO prucka Huxe. MoCKonbKy
6e30nacHbIM 1 3pdEKTUBHBIM CPEACTBOM TEpanum SBASETCS kaTeTepHas abnauus, npu
HanMuun BeIbopa Mexay ANUTENbHON MeaMKAMEHTO3HOW Tepanmel C ee NOTEHLMANBbHON
TOKCWMYHOCTbBIO 1 KaTeTepHOM abnsaumein 60NbLLIMHCTBO NALMEHTOB OTAAIOT MPEANOYTEHNE
nocnegHen.

PagunoyacTtoTHas kateTepHas abnayms

PaguoyacToTHas kateTepHas abnsums SBnseTcs CpeacTBOM Bbibopa Ans pJiMTenb-
HOro BEAEHWS MALMEHTOB C CYNPABEHTPUKYASPHBIMU Taxmukaponamn. BoibLUMHCTBO Cy-
MPaBEHTPUKYASIPHBIX TaXMKapAuiA, B TOM ymcie AB y3noBasi peumnpokHas Taxmkapams,
AB peumnpokHasa Taxmkapams BCneacTene Hananyuns AONOAHUTENbHOrO NyTU MPOBEAEHMS,
BCE TWNbl TPENETaHUS NPEACEPANIA, BHYTPUNPEACEPAHAS PELMNPOKHAS TaXMKapaus, cu-
HoaTpranbHOE PU-3HTPU M aBTOMATMYECKME NPeacepaHble Taxukapammn noTeHUManbHo
N3Ne4YnMbl NPY NPUMEHEHUN METOAMKM PaAMO4aCTOTHOWM KaTeTepHo abnaummn (Tabnu-
ua 3). OHa aBnsieTcs CPeaCcTBOM MEPBOM IMHUM U NPEAnaraeTcs BCEM NauneHTam C Cy-
NPaBEHTPUKYNSPHON Taxukapamei, 4To CBs3aHO C ee 6e30NacHOCTbLIO, BbIFOAHLIM CO-
OTHOLUEHMEM «CTOMMOCTb/3(DEKTUBHOCTb» U BO3MOXHOCTbIO YCTPaHeHUs (GOHOBOro
MEXaHU3ma apuTMnM C MUHUMaNbHLIM PUCKOM OCIOXHEHWA.

MeToauka npeaycMaTpmBaeT MPUMEHEHNE PAAMOYACTOTHOrO TOKA U3 BHELLHErO re-
HepaTopa Yepes KaTeTep B MECTE HAXOXAEHUS AOMOAHNTENBLHOrO NyTN, MEOJIEHHOr0 NyTH
AB yana, nnun kKapTMpoBaHHOIO UCTOYHMKA NPEACEPAHON TaxMKapaun, YTO NPUBOAUT K KO-
arynsiuMoHHOMY HEKPO3Y MOCPEACTBOM KOHTPONMPOBaHHOro obpasoBaHus Tenna. Kate-
TepHas abnaums BbINOMHAETCS BO BPEMS 31EKTPOPU3NONIONMIECKOA NPOLEaYpbl Nocne
onpeaeneHns MexaHm3ama CynpaBeHTPUKYNSPHON TaXMKapammn 1 yTOYHEHWS ONTUMAIIbHO-
ro mecta abnaumm. NMockonbky NPUMEHEHNE PaaMOYaCcTOTHOW 3HEPrmM K CepaLy NpvBo-
[T K 04eHb HE3HAYMTENbHOMY AMckoMdOopTY, 0bLLas aHeCcTe3uns He SBNSeTCs Heobxoam-
MoW. BonblnHCTBO (95%) NaumeHToB BO3BPALLAIOTCS AOMOI HA CNeayoLWMiA AEHb NOCNe
kaTeTepHoin abnsaumnn. Mpu AB y3n0BbIX PELMMIPOKHbIX Taxukapamsx u AB peumnpokHbIX
TaxmMkapamsx 4actota AOCTUXEHUS ycnexa kaTeTepHow abnsumm coctaenseT ot 95 no
98%, a npu npeacepaHbiX Taxukapansax u Tpenetadun npeacepamin — ot 80 po 90%.
MpuMeHeHne METOAMK TPEXMEPHOro KapTUPOBaHMS NO3BOSIUIO elle Gonee MoBLICUTb
BEPOSITHOCTb YCMELLHON KaTeTepHon abnsaumm, 4To cBA3aHO ¢ 6o51ee TOYHOI nokanusaumei
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Ta6amua 3
Moka3aHus gns KaTeTepHoit abnaumm cynpaBeHTPUKYNSpHO Taxukapaum (CBT)

TpaauuNOHHbIEe

PedpakTepHOCTb K NpenapaTam
CwvHppom BIY ¢ Bo3spaTHbiMu CBT
Cungpom BI1Y ¢ BbICOKMM pUCKOM (KOPOTKMIA pedpakTepHbI Nepros,)
JKeHLLMHbI 4eTOPOAHOro BO3pacTa
Bonee HOBblE
Jio60o1 naumeHT ¢ CBT, KoTopoMy NPoBeAeHO aNekTPodU3N0NorMieckoe NccnegoBaHmne
Monogaele naumeHTsl
CBT y npocdeccroHanbHbix KaTeropuii ¢ BbICOKMM PUCKOM (BOAMTENN aBTOOYCOB, NMUIOTHI CAMOSIETOB)
MpeanoyTeHVe NauMeHTOM He NpenapaTos, a kateTepHoin abnsaumm

CuHppom BIMY — cuHppom Bonbda-lNapkmHcoHa-YariTa.

cybcTpata aputMumn. YactoTa BO3HUKHOBEHUSI OCNIOXHEHWA KaTeTepHon abnaumm co-
cTaBnset MeHee 2-3%. BO3MOXHbIE OCNIOXHEHMS: MPABO- UK IEBOCTOPOHHMIA TPOMO,
Tpomboambonumyeckune codbiTus, TaMnoHaaa cepaua, AB 6nokana, cocyancTele CoObITUSA
(KpOBOTEYEHME NN reMaToMa), a Takxke cna3m KopoHapHo apTepun (13).

KATETEPHAS ABNALMS OTAENBbHBIX TAXUKAPAUIN

AB y3noBas peumnpokHas Taxukapausa. KatetepHas abnsums BbiIcokoaddekTnB-
Ha ans nanedeHns AB y310BOI PELIMNPOKHOW Taxnkapammn, Hanbonee pacnpoCcTpaHeHHOM
$opMbl CynpaBeHTPUKYNSPHON Taxukapamu. [pegnoyTnTensHon MeTognkon mogudnka-
umn dyHkumm AB yana gna nsnedenust AB y3n10BOI peLMnpPOKHON Taxmkapamm siBnseTcs
abnaumsa megnieHHoro nytu (14). Abnsumsa NpoBOAMTCS N0, aHaTOMUYECKMM KOHTPOJIEM B
06nacT Mexay yCTbeM KOPOHApPHOro cuHyca 1 AB y3nom. MNprmeHeHne paanoyYacToTHO-
ro TOKa B MECTE JIoKann3aumn MeaseHHOro Nyt NPUBOAUT K TPAH3UTOPHOMY Y3/10BOMY
puTMy. YeneluHas abnaums MeaieHHoro Nyt He n3MeHsieT nHtepean PR unm petporpag-
HOE BEHTPUKYNO-aTpuanbHoe nposeaeHne. Puck nonHoii AB 6510kafbl COCTaBNASIET MEHEE
3%, YTO CYLLLECTBEHHO HIXE, YEM NpK abnaumm BeICTPOro NyTn; KPOMe Toro, 0TMeYaeTcs
6onbLuast BEPOSTHOCTb A0NrOBPEMEHHOMO ycrnexa npu abnauum MegieHHoro nytu. Abns-
umsa GLICTPOro Nyt BeINONHSAETCS B peroHe AB y3na — nyyka 'mca B nepeaHeEBEPXHEN
4acTW TPUKYCNMAANBHOrO Kosbla. ABnaums 6bICTPOro NyT NPUBOAUT K YAANHEHWIO WUH-
Tepsana PR v notepe peTtporpagHoro nposeaeHus. Npu aToM pyuck BO3HUKHOBEHUS AB
6nokagbl — 5%. [laHHyl0 NpoLeaypy BbIMOMHAIOT Y HE3HAYUTENBHON YaCTW NALMEHTOB, Y
KOTOpPbIX abnaums MeaIeHHOro NyTh He Bblna YCneLHOW.

JononHutenbHble NyTU. Hannyve 4ONONHUTENBHBIX MYTEN MOXET NPUBOANTL K OPTO-
OPOMHbIM TaxmKapamsiM, aHTUOPOMHBIM Taxukapamsam unu Gubpunnaumm npeacepamin ¢
npeak3uTaumein. CoveTaHme Gpubpunnaummn Nnpeacepanin ¢ npeakanTaumein accoummpyeT-
CSl C CYLLLECTBEHHBLIM PUCKOM XENYA0YKOBbIX apUTMUIA. ABASLMS OONOAHUTENbHBLIX MYTEN
o0becneynBaeT M3neyeHne Npu BCEX apUTMUSX, aCCOLMMPOBAHHBIX C 3TUMM NMYTSMM, U SB-
NSeTcs 0AHOM 13 Hanbonee «GnarogapHbIX» NPOLEAYP B MHBA3MBHOMN 31EKTPODU3NON0MM
ceppua (puc. 1) (15). Mocne kapTnpoBaHus AB KonbLa kKaTeTep pa3MeLLaloT B MECTe A0-
NONAHWUTENBHOIO NYTU. MNPUMEHSIOT PaAMOYACTOTHBLIN TOK 4151 CEIEKTUBHOIO NPUXMIraHms
nyTn. AGNaumMa NeBOCTOPOHHMX AOMNONHUTENBHbBIX NYTEN MOXET BbIMNOHATLCS Yepes 6esa-
PEHHYIO apTEPUIO MYTEM NPOOBUXEHNS KaTETEPA YEPE3 a0pTasIbHbI knanaH 1 AB KobLo
nnbo Yepes TpaHccenTabHbIA NyThb. Micnonb3oBaHne onpeaeneHHoro Noaxoaa 3aBncuUT
OT NPEAMNOYTEHNS OnepaTopa; 0AHAKO TPaHCCeNnTanbHOMY NOAX04y OTAAlOT npeanoyTe-
Hue y 6onee MooAbIX U NOXWbIX NALMEHTOB C BbICOKMM PUCKOM OCIOXHEHWIA NpW PETPO-
rpagHoi katetTepusaumm aptepum (16). MNpaBoCTOPOHHNE OONOAHUTESNbHLIE MYTU MOXHO
nopgepratb abnaummn yepes 6egpeHHyY0 BEHY MW MPaBYI0 BHYTPEHHIOIO SPEMHYIO BEHY.
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Puc. 1. MNoeepxHocTHaa 3K 1 BHyTpUKapAMaNbHbIE SEKTPOrpaMMbl y NaLMeHTa ¢ CUHOPOMOM
Bonbda-MNapkmHcoHa-YawTa (BMY). Hayano pagnoyactoTHoN abnsiumm B MecTe AOMNOAHUTESIbHOMO
nyTn (yKa3aHo CTPesikon) NpuBoanT K HopManuaaummn komnnekca QRS. Jenbta-BosiHa UcHe3aerT, U
nHTepsas PR cTaHOBUTCA HOPMaJIbHbLIM.

YacrtoTa fOCTMXEHMS yenexa npu abnaummn 4oNoNHUTENBHLIX NYTEN cocTaBnseT oT 95 oo
98%, a yacTtoTa peunamBoB — 0T 2 10 5%. YunTbiBast yCNeLHoCTb M NPOCTOTY NPOLEAYPbI,
KaTeTepHyto abnsauuio cnegyeT npeanaraTb BCEM NaumeHTamM ¢ cMHapomMom Bonbda-Map-
KMHCOHa-YaliTa, UMEIOLLIMM CUMMTOMbI, TMO0 KOTOPbLIM 3N1EKTPODU3MONOrM4eCcKoe Uccne-
[0BaHME BbIMOMHAETCS MO APYrMM NPUYNHAM.

MpepceppHas Taxukapams M CUHOaTpuanbHOe pu-aHTpuU. dokanbHble npepg-
cepAHble Taxvkapauy SBASIOTCS MeHee pacnpocTpaHeHHbIMu popmamm CBT. Y 70-80%
NauMeHToB B 3NeKTPOdM3MON0rNYEcKor nabopaTtopmMm MOXHO KapTupoBaTb (OKYC B
npeacepaoun ¢ ero ganbHelllein ycnewHon abnsuvein. Jlokanusaumio mecta abnauum
yCTaHaBNMBAIOT B MeCTe Hambonee paHHel akTMBauuMu NPeacepamii BO BPEMS Taxu-
kapamun. Abnaumsa Takke ycnewHa y 60MbLIMHCTBA NALMEHTOB C PELIMNPOKHLIMK Mpea-
cepaHbiMu Taxmkapamsamm (17). Konbua py-sHTpu 1 06nacTy 3aMea/IEHHOr0 NpoBeAeHNS
ONpPenensiioT No CpefHe-anMacToIMYeCKUM NOTEHUMANaM U C NOMOLLLIO «BOBJIEKAIOLLE-
ro» KapTmpoBaHus. Abnaumsa obnacTein 3aMmeaneHHoro NpoBeaeHNs 0CoB6eHHO ycnelHa
NSt TOYHOMO KapTMPOBaHWS NPeacepaHbIX TAXMKAPANIA (pUC. 2; CM. LLBETHYIO BKNaaky 6).
Jna HeEKOTOPbIX NAUMEHTOB C NPEACEPAHBIMU TAXMKAPAUSMN, KOTOPbIE HE N3/1IEYNBAIOTCS
mMeTonoM abnauum dokyca B Npeacepamu, yenewHselM CpeacTBOM KOHTPOIS CUMATOMOB
SIBNSETCA nannmMatueHas abnsumsa AB yana n umnaaHTaums NOCTOSIHHOrO KapamoCcTUMy-
naTopa. Y naumeHToB C «TaxMKapaMoMnMonaTuen» KOHTPOSIb YacTOThbl XeNyA04KOBbIX OT-
BETOB NyTeM abnsaumm AB y3na n umnnaHtaumum KapanocTUMynsTopa Takke BOCCTaHaB/n-
BaeT PYHKLMIO XENYO0HKOB.

KatetepHas abnaumsa BbICOKOS(MdEKTMBHA Y MALMEHTOB C CMHOATPUASIbHON peLu-
NPOKHOW Taxukapanei. NoBpexaeHUs HAHOCAT B 06nacTy Hambonee paHHen akTueauun
npeacepanii B BEPXHEN YacTy NpaBoro Npeacepams, NpeanosioxXnTensHo — B 06nacTu
CMHYCOBOro y3na. lMpumeyatensHo, 4TO kaTteTepHas abnsums CMHOATPUanbHON peum-
MPOKHOW Taxmkapamm He N3MEHSIET HOPMaJIbHYIO QYHKLMIO CUHYCOBOIO y3na (2).

TpenetaHune npegcepanin

TpeneTtaHne npeacepamini MOXHO NPEKPaTUTL MYTEM S/IEKTPUYECKOM NN XUMUYEC-
KOW KapamoBepcun nnbo C NOMOLLLbIO CBEPXYACTON CTMMYNSumMmn npeacepauii (18). Ans
npekpaLleHns TpeneTaHus NPeLCcepanin YCNewWwHbIMU 4acTo SBASIOTCH HWU3KOSHepre-
Tnyeckue paspagel 50-100 k. Xmmuyeckas KapavMoBEPCUS MOXET OCYLLECTBASTLCS
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Puc. 2. SnekTpoaHaTOMNYECKOE KapTUPOBaHUE NPaBOro Npeacepans Npy aBToMaTU4eCcKon npes-
CepaHon Taxukapamu. Bpems npeacepaHbiX 9nekTporpaMmm KoaMpyeTcs pasfiuydHbIMU LBETaAMMU.
KpacHble 06nacTv NpeacTaBnsioT MeCTa paHHeN akTMeauuu. NMpMMeHeHne paamo4yacToTHOMO ToKa
(cuHWe ToukKn) B MecTe Hambonee paHHel akTMBaumm obecrneynBaeT NpekpalleHe Taxmkapamm
(cM. LBETHYIO BKNaaKy 6).

nepopanbHbiMK Npenapatamu knacca l. bonee 6bicTpas kKapaMoBepcus 4OCTUraeTcs Npu
BHYTPUBEHHOM BBEAEHWUM MBYTUMAA, NO3BONSIOLLEM BOCCTAHOBUTL pUTM Y 60% nauu-
€HTOB C TpeneTaHuem npeacepanii (19). TunnyHoe, nnu Tuna | TpeneTaHme npeacepanin
(npun koTopom Ha 12-kaHanbHOW K NPUCYTCTBYIOT «MuNooOpasHble» UM Tuna «3a-
60p-NMKEeT» BOJNHbI P B HUXHUX OTBEAEHUSIX U NMONOXUTESbHbIE BOSHLI P B 0TBEaeHun V1)
TaKKe MOXHO MPEKPaTUTb C MOMOLLLIO NOAABASAIOWEN cTumynaumn npeacepami (18).
MopaensioLas cTuMmynaums ocobeHHo nonesHa HeaamedSIMTeNIbHO NOCHe KapanoXmpyp-
rM4Yeckoro BMeLlaTesibCTBa, NOCKOJIbKY Yy MaLMeHTOB Mocsie onepauuu B npeacepamsix
UMEIOTCS anukapamnanbHble katetepbl. CTUMynsums Npeacepamn MOXET BbIMOHATLCS
yepes TPaHCBEHO3HbIN NPOBOAHMK MO0 NULLEBOAHOE OTBeAeHMe. AnnTenbHas Meanka-
MEHTO3Has Tepanusa TpeneTaHus NPeacepamin HanoMMHAEeT TakoBYIO Npu GubpuNN[UUK
npencepauii n obcyxaaeTtcs Huxe. MaumeHTbl ¢ YyCTOMYMBLIM TpeneTaHueM npencepanii
UMEIOT OnpeeneHHbl puck TPOMO03IMOOINYECKIX OCIIOXHEHWIA, XOTS OH HIXE, YeM Npu
pubpunnaumm npeacepamii. HecmoTpa Ha Tako 6onee HU3KMIA pUCK, peKkoMeHJauun B
OTHOLLUEHMM aHTUKOArynsaumMmnm OEHTUYHbI TaKoBbIM NpK Gubpunnaumm npeacepanii.
TpeneTtaHue npencepaunii Tuna | (TunnyHoe) 06YCNOBEHO KObLIOM MakpopU-3HTPK
BOKPYI KOJfbLa TpUKycnuaansHoro knanaxa (20). InarHo3 noaTBepXaaeTcs C NOMOLLbIO
20-31eKTpOAHOro KaTeTepa, Pa3MeLLLEHHOr0 BOKPYr TPMKYCNMAAnbHOro knanaHa. Konb-
L0 aKTUBMPYETCS B HarpaBieH NPOTUB YaCOBOM CTPENKKU. MIMMNybC pacnpocTpaHsieTcs
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Bnepeg B obnactu nyyka ica, 3aTeM B NepeaHe3agHEM HaMpaBneHny BOOAbL BOKOBOW
CTEHKM, MOCNE Yero CreayeT akTuBaLus cnpasa HaneBo 3afHel 4acTu KoJibLa TPUKYCNu-
JanbHoro knanaxa. O6nacTtb 3aMeaneHHOro NPOBEAEHMS Y STUX NALMEHTOB pacnpocTpa-
HAeTCs OT 3aaHeH0KOBOV 06nacTn cBOGOAHON CTEHKM NPABOro NPeAcePans A0 HUXHEN
3aJHeCpeaMHHON (cenTanbHOM) 06iacT NpaBoro npeacepavs. bnokaga nposeneHns,
WHAYUMPOBAHHAs METOAOM PaaMoYyacTOTHOW KaTETEPHOM abnaumMm Mexay HUXHER Yac-
TbIO NPaBOro NPeAcepans N yCTbeM KOPOHAPHOIO CUHYCA, aCCOLMMPYETCS C npekpaLLe-
HVMEM TpeneTaHns Npeacepanin n anuTtenbHbiM ndnedeHnem (20). HemepnieHHbI ycnex
npn KateTepHon abnaumm JocTuraeTcs y npumepHo 95% naumeHToB C TpeneTaHueM
npeacepauin Tuna | (21). ATunnyHoe TpeneTaHve Npeacepauii CBA3aHO C ABUXEHUEM
MUMMynbca No YaCoBOW CTPesIKe, Yepes BEPXHWUIA KOHeL, crista terminalis, nnu ¢ konbuom
B JIEBOM npeacepann, nnbo 0ByCIOBNEHO MHOXECTBEHHLIMMW, MIOX0 OMNPEAESIEHHbIMU
KonbLamu (22, 23). InekTpoaHaTOMUYECKOe KapTnpoBaHne 0COOBEHHO NONE3HO /1S Bbl-
SIBNIEHNS NMYTU PU-3HTPU NPU aTUNUYHOM TpeneTaHuu npeacepauin. [ns yctaHoBNeHNs
obnactn 3aMeaneHHoOro NpoBeaeHns TpebyeTcs noapobHas akTMBaUmMs U «BOBJIEKAIO-
Lee» KapTMpPOBaHMe NEBOr0 1 NPaBOro Npeacepanii. fNocne aToro karetTepHas abnaums
4aCTO OKa3blBAETCS YCNELLHOMN.

Ddubpunnaunsa npeacepsni

dubpunnaums npeacepauii — Hanbonee pacnpocTpaHeHHasH YCTONYMBas apuTMus,
Habnoaaemas B KIIMHMYECKON npakTuke. Ee pacnpocTpaHeHHOCTb ApamaTUiecku yBeu-
YymBaeTCAa C BO3pacToM. Y vy, B Bo3pacTe 6onee 65 net oHa cocTaBnseT NpuMepHo 6%;
85% nauuneHToB ¢ Gubpunnaumer npeacepamii MMetoT Bo3pacT 6onee 65 net (22). Y no-
XUAIX UL, 3T apUTMUS NPUBOAMT K 3HAUYMTENbHOW 3a601€BaEMOCTH, CBA3aHHOM, MPEeX-
[e BCEro, ¢ TpoM603MB0IMYECKUMI OCNOXHEHMIMMW, HeknanaHHas Gubpunnaums npea-
Cepaun accouMmpyeTcs C YETbIPEX-NATUKPATHLIM MOBLILLEHWEM pUCKa UHCYNbTa (25).
XOoT§ pUCKM, accouMmMpoBaHHbIe ¢ pubpunnsume Nnpeacepamii, YHeTKO YCTaHOBNEHbI, Be-
JEHNe MHOrvx acnekToB GuobpuINaUMM Npeacepanin oo KoHUa He onpeaeneHo. TaxecTb
CMMNTOMOB GUOPUANALMM NPEACEPAUIA 3aBUCUT OT YaCTOTbl COKPALLEHUIA XENyL04KOB,
Npupoabl U CTEMEHN PAcNpPOCTPAHEHHOCTU GOHOBOro 3aboneBaHus cepaua, GyHKUMK
XEeJyL04KOB (CMCTONIMYECKOWN N OMacTONIMYECKOR), MHoraa — OT 3anyckaloLllero ¢akro-
pa. CumnTomaTunka BKIOYAET HEPEerynsipHoe cepauebueHve, aMckoM@opT B rpyaHoin
KNneTke, roNIOBOKPYXXEHME Unn cnabocCTb. B TaXenbIX ciydasx BO3MOXHbI CUMMTOMbI Cep-
[E4HON HeJOCTAaTOYHOCTMW, CTEHOKAPANN UM CUHKONE. HayanbHbIM MPOSIBEHNEM MOXET
ObITb UHCYNLT MM CMCTEMHas ambonus. MHoraa aputMumst octaeTcst 6ECCUMNTOMHOM 1
pacno3HaeTcs npu 0bpalleHun 3a MEAULIMHCKOW MOMOLLbIO BBMAY APYroi npobnemsi.
Y naumeHTa ¢ nepebiM 3MNM3040M GUOPUNNALMK Npeacepanii TpebyeTcs TwaTtensHoe
KNMHUYeckoe obcneaoBaHne st BbISBNEHUS NOOLIX aCCOLMMPOBAHHBIX KIIMHUYECKUX CO-
CTOSIHWI, TaKMX KaK 3aCTONHAsA CepAgyHast HEAOCTaTOYHOCTb, aKTUBHAS ULLEMMS MUOKap-
Ja, 6onesHb nepukapaa, 3Ha4Moe 3aboneBaHNe KlanaHoB Cepaua, rmnepTpoduryeckas
Kapauomuonartus, oCTpoe JIero4Hoe cepaLe 1 CUHAPOM NPE3K3nTaLUK.

BepeHune naumeHToB ¢ Gpubpunnaumein npeacepanin BKIOYaeT KOHTPOSb YacToThl
COKPALLEHWU XeNyao4KOB, BOCCTAHOBIEHWE CUHYCOBOrO PUTMA, aHTUKOArynsumio ans
npenoTBpalLeHns TPOMO03IMBOONMYECKNX OCNOXHEHWIA U AnuTeNbHOe nedeHune (26).
CnepyeT npeanpuHATb NONbITKY Koppekuun ¢$GOHOBOM NaTonorMm cepgua, ecnm 31o
BO3MOXHO. Hanpvmep, ecnm npuyavHon oubpunnaummn npeacepauii SBnseTcs octpas
neroyHast aM601si, aHTUKOArynsaums 06ecnednT CHUXEHNE JABNEHNS B IEFOYHON apTe-
pYIK, 4TO YNTYHLIMT KOHTPOJTb PUTMA XENYAOYKOB U O4YEHb 4acTo ByAeT NPUBOAUTL K CMOH-
TQHHOMY BOCCTaHOBJIEHWIO CUHYCOBOIO PUTMa. XOTS OCHOBOW AJWNTENbHONO BEAEHUS



376 Davendra Mehta

dnbpunnsummn npeacepauii octaloTca npenapartbl, Bce 60nee LeHHbIM CTaHOBUTCS UC-
NoSb30BaHME YCTPONCTB (KapaANOCTUMYNATOPOB 1 AehubpuniaTopoB) M 0COBEHHO KaTe-
TEPHbIX BMELLATENbCTB.

KOHTPOMb XXENYAOYKOBOIrO PUTMA

MaumeHTam C reMOAMHAMMYECKUMUN HAPYLLEHUSIMI ClesyeT HEMeA/IEHHO NPOBECTU
3NEKTPUYECKYIO kapamosepcuio (26). KapanoBepcns — 3T0 Xu3Hecnacarollee BMeLLa-
TeNbCTBO Y NALMEHTOB C COHETaHNEM cMHApPOoMa Bonbda-lapkuHcoHa-Yanta n pubpun-
nauMn NPencepavn, y KoTopbix 6osbluas YacToTa puTMa XenyaoykoB MOBbILAET PUCK
Gunbpunnaumm XenyaodkoB. Y STUX NauMeHTOB KpaiHe BPEAHbIM SBASETCS NPYMEHEHME
npenapartos, 6nokmpytowmx AB y3en. Bepanamun ykopaunBaeT pedpakTepHbI Nepros,
LOMOSHUTENBHOMO MYTU, 4TO YBENMYMBAET YACTOTY PUTMA XENYO0HKOB U MOXET NPUBECTU
K GrBPUANISLIN XENYL04KOB.

Mpn poCTaTO4HO CTabMIBHOM COCTOSIHUM HaYasIbHOE IEYEHNE HAMPABAEHO HA YMEHb-
LLUEHNE CMMNTOMOB NYTEM 3aMeAJIEHMS YACTOThI XENTy[04YKOBOro putma bnokartopamu AB
y3na, Takumu Kak auntuasem, sepanamui, p-6nokatopel uan aurokcuH. Bee atu npe-
napaTtbl MOTyT Ha3Ha4aTbCs BHYTPMBEHHO. BbiIGOp npenaparta 3aBMCKT OT KIMHUYECKOW
cuTyaummn. Y NauMeHTOB C HE3HAYMTESIbHbIMU CUMMNTOMaMM afekBaTHbIM MOXET ObiTb
npvMeHeHune B-610kaTopoB, B TO BPEMS KakK y NALMEHTOB C XPOHMYECKMM 3a00neBaHneM
NErknx n yMePeHHLIMM CUMNTOMaMM NPenapaToM Belibopa SBASETCS BHYTPUBEHHbIN Aun-
TnaseM. Y naumeHToB C CEPAEYHON HELOCTATOYHOCTLIO CleAyeT OCTOPOXHO NPUMEHSIT
6n0KaToPbI KanbLyEBbIX kaHANOB 1 f-610kaTopbl, BBUAY PUCKa TMNOTEH3NK. [ing KOHTPO-
NS Xenyao4KOBOro pUTMa OYEHb BaXHO MpU HEOOXOAMMOCTM NMPOBOAMTL COMYTCTBYIO-
LLEE NeYeHne CePAEUHOM HEOOCTAaTOYHOCTM, 3a00NeBaHNsa Nerknx 1 MHGEKUMn B rpya-
HOW KneTke. nnTteNbHble Nepuoabl HacToro XesyLo4koBoro putMa MoryT nNpuBoanuTb K
«TaxukapamommonaTmm». Bo3MoXHOCTb AaHHOro AnarHo3a Heo6xoamMmMo BCerga UMeTh B
BMAY Y NALUMEHTOB C AMNaTaLMOHHON KapauoMmnonaTuen n XpoHu4eckon epubpunnaum-
evi npeacepamii (27). Korga npenapatbl He 06eCcneynBaloT KOHTPOJIb PUTMA XEYO04KOB,
CcnemyeT NpeanpuHaTb PaaMoYacTOTHYIO KaTeTepHyto abnauuio AB yana ¢ umnnaHTaumen
4aCTOTHO-a4anTUBHOIO Xenyao4kosoro kapaunoctumynsaTtopa (VVIR). Mocne kateTepHoin
abnaumm AB y3na no NnoBogy NapokcuamanbHoW Gudpunnauum npeacepamin MCnonbay-
I0TCS ABYXKaMEPHbIE CTUMYNSATOPbI C BO3MOXHOCTbLIO NEPEKITIOYEHNS PEXMMA HA CTUMY-
NAUMIO XENYA04KOB B Clyyae BO3HUKHOBEHMS Gubpunndummn npeacepamii. Y naumeHToB
C «TaxukapauomuonaTtuen» abnsums AB yana n mnnaHtaums KapamocTumMynsTopa Boc-
CTaHaBNMBAIOT PYHKUMIO NEBOrO Xenyaouka. Ecnn nocne abnsuum AB y3na coxpaHseTcs
Gunbpunnaumsa npeacepanin, HeObXO0ANUMO MOXM3HEHHO NPOAOIKATb AHTUKOAryNaUMIO
0N NpeoTBpaLLeHns TPOMO03MBONNYECKMX OCTTOXHEHNIA.

BOCCTAHOBNEHME CUHYCOBOIO PUTMA

B0O3MOXHOCTb BOCCTaHOBNEHNS CMHYCOBOIO pUTMa Y NaUMEHTOB, HE MOJYHAIOLMX
aHTMKOArynsHTbl, CNeAyeT paccMaTpuBaTh NPy HegaBHEM (MeHee 48 4) BO3HMKHOBEHUN
dunbpunnaumm npeaceponii, 0CO6EHHO €Cv OHa aCCOLMMPYETCS C YMEPEHHBIMU CUMI-
ToMamu. [Mpu BeINONHEHNM KapamMoBepcun B npeaenax 48 4 puck Tpom60amMO0IM4eCKmx
OCJIOXXHEHWI MUHUMaSTbHBIA. MOMyT NCNONb30BAaTLCS 31EKTPUYECKAN U XMMUYECKas Kap-
anosepcus. Kapanosepcus npsiMbiM Tokom yenewHa y 90-95% naumeHTos. 3T1o 6esonac-
Has NpoLeaypa, OAHAKo Npu ee BbINONHEHMN TPeOYETCS BHYTPUBEHHAS cefaTBHas Te-
panus. NprMeHeHre BOSHbI 61Uda3HOro LWokKa YBENNYNIIO BEPOSATHOCTb YCNEXa BHELLHEN
KapamoBepcuu; y 60bLIMHCTBA NALMEHTOB BO3MOXHA KapaMOBEPCUS C HU3KOSHEPTETH-
yecknmmn wokamm 100 . XvuMuyeckas kapanmoBepcus NPeANpPUHUMAETCS C NMOMOLLbIO
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Tabnuua 4
®dakTopbl pucka TPOM603MOONMYECKUX OCNIOXHEHUI Nnpyu GuOpuNN[aUUKN npeacepanii

1. PeBmatnyeckas 601e3Hb knanaHoB cepaua.

2. CeppeyHast HegOCTaTOYHOCTbL B HACTOSILLLEE BPEMS UM B aHAMHESE.

3. IHCynbT unm TpaH3nTOpHas MeMmnyeckas ataka B HacTOSILLEe BPEMS UM B aHaMHe3e.
4. Ixokapamorpaduyeckmne NpM3Hakm CUCTONNYECKON ANCHYHKLNN.

5. CaxapHbiin anaber.

6. M'nepTpoduyeckas kapamoMmonaTus.

7. ApTepuranbHas rmnepTeH3uns.

PekomeHaaumm no aHTTpoMO0oTN4ECKON Tepanum

be3 ¢pakTopos pucka OawH nmn 6onee HakTopoB pucka
BoapacTt <65 net AcnupuH/6e3 Tepanuu BapdapuH
BoapacTt 65-75 net AcnvpwH BapdapuH
Bospact >75 net Bapdapux Bapdapux

BHYTPMBEHHOrO MByTUAnaa (19). 9to npenapart knacca lll KOpoTKOro AENCTBUS, KOTOPbIN
yanuHseT nitepsan QT nyTem BO3OENCTBMS HA KanMEBbIE KaHanbl. YCNex A0CTUraeTcs y
60-70% naumeHTOB C HeJABHO BO3HUKLLMMK NpeacepaHbiMy aputMusamu. Mpenapart 60-
nee addeKTUBEH NPU TPENeTaHnn, Yem npu Gndpunnaummn npeacepanin. BHyTpruBeHHoe
BBeOEHMEe nbyTunmaa accoummpyetca ¢ 3—-5% pUcKoM NMpyaT-Taxmkapamm, 0COBEHHO y
NauMeHToB C ANCOYHKLMEN NIEBOMO Xenyao4ka U OTHOCUTESNIbHOW MMNOKannemMmnen u/mnm
runomarHuemueit. Mocne BeeaeHns nbytTunnaa Heo6xoamMMo TwaTenbHoe HabnoaeHue
B TeueHne 3-4 4 (19).

AHTUTPOMBOTUYECKAS TEPANUS

MNepcuctupyiowas ¢ubpunnauua npeacepauii. MHOrodakTopHbIn aHanu3
NATK 6ONbLINX PAHOOMU3NPOBAHHBLIX KOHTPOMPOBAHHLIX NCCeA0BaHMIA Y NaLMEHTOB
C HeknanaHHol Gubpunnaumeit Npeacepamnin NO3BOANI BbIIBUTH LLIECTb HE3ABUCUMbIX
NPeAVKTOPOB WHCYNbTA: MEePEHECEHHbIN pPaHee WHCYLT UM TPaH3UTOPHas ULIEMU-
yeckas ataka, AvabeT B aHamHe3e, rMnepTeH3ns B aHaMHe3e, Bo3pacT 6onee 75 ner,
3aCTOiHas cepeyHas HeLoCTaTOYHOCTb B aHaMHe3e, MHGpapKT M1okapaa B aHaMHese
(tabnuua 4) (28). Y naumeHToB B Bo3pacTe MmeHee 60 neT 6e3 npuBeaeHHbIX Bhile (ak-
TOPOB pUCKa BEPOSTHOCTb KPOBOTEYEHUS HA DOHE AanTeNbHOM aHTukoarynsauum (0,5%
B rofl) NPeBbILLAeT PUCK MHCYNbTA. Y NaumMeHToB B BO3pacTe 6onee 65 neT B coyeTaHu
c dakTopamu pucka BEPOATHOCTb MHCYNbTa BOJblLE, YEM PUCK KPOBOTEYEHUS, U MO-
39TOMY Cnefyet npeanpuHATb OPanbHYO aHTUKOarynsaumio Bap@apurHoM. lNokasaHo, 4To
YBENMYEHME NEBOro Npeacepams Takke asnsetcs GakTopom pucka (28). B 10 xe Bpe-
M$i aHTUKOArynsumsi nokasaHa BCeM nauueHTam ¢ knanaHHbIM 3aboneBaHneM cepaua u
dnbpunnaumeii npeacepanii. BapdapmH ¢ CooTBETCTBEHHO NoA06paHHON 1030W BbICO-
KoaddekTMBEH ANa NPOPUNAKTUKMN ULLIEMUYECKOTr0 MHCYNLTA Y NaLMEHTOB ¢ Gubpunns-
umei npeacepamii, 0aHaKo Nprem aToro npenapara TpebyeT 4acToro KOHTPOSIS KPOBW.
HepnaBHO nokasaHo, YTO NepopasbHbIi NPSAMOIA UHIMBUTOP TPOMBMHA KCMenaraTpaH,
NCNOob30BaHHbIN B GUKCUPOBAHHbLIX O3MPOBKAX, Tak Xe 3P PeKTUBEH, Kak 1 BapdapuH
C COOTBETCTBYIOLLMM NoA6opoM A03bl (29). Ero npuMeHeHne He TpebyeT KOHTPOSIS MH-
TEHCUBHOCTW aHTMKoarynsuuu. Mpenapat MOXeT 0ka3aTbCa 3PDEKTUBHLIM U YA0OHbIM
CPEeACTBOM aHTMKOArynsiuum y naumeHToB ¢ Gubpunnsumein npeacepanii U NoBbILLEH-
HbIM PUCKOM TPOMBO3IMBONNM.

MapokcuamanbHaa ¢pubpunsauua npeacepauii. Y naumMeHToB ¢ KOPOTKMMM 3Mu-
304aMM MapoKCM3MasibHON GUOPUNNALMN NPeacepanin (LIMTENLHOCTLIO MeHee 24 4)
pUCK TPOMOO3MBOIMHECKMNX OCOXHEHWIA HXE, YEM NPU XPOHMYECKO Grubpunnaummn
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npencepauii. B aton rpynne pelwexnne 06 aHTUKOArynsumm Takke 3aBUCUT OT Hannums
nnn oTCyTCTBMA (DaKTOPOB pucka. B oTcyTCcTBME (DakTOPOB puCKa (MMNEepPTEH3NS, MUT-
panbHbIi CTEHO3, NEPEHECEHHASA PAHEE TPAH3UTOPHAS NLIEMMYECKAN aTaka UiIn MHCYIbT,
cepeyHas HegoCTaTOYHOCTb M BO3pacT 6onee 75 NeT) MOXET MCNONb30BATLCS aCNUPUH
B Ka4yecTBe MOHoTepanuu. Mpu Hanmuumn GakTopoB prcka AO/KEH NPUMEHSTLCS Bapda-
PVIH, NOCKOJbKY 6onee anuTenbHble ann3oasl Gndpunnaummn npeacepanin, ocobeHHo ac-
COUMMPOBAHHbIE C OTHOCUTENBHO HN3KOWM YaCcTOTOM pUTMa Xenya04KoB, MOryT ObiTb 6ec-
CYMNTOMHBIMU.

MepukappnoBepcus. Mimeetcs CyLLIECTBEHHbIN PUCK TPOMOO3IMOONNYECKNX OCIOX-
HEHWIA NOCNEe XMMUYECKOIN NN 3NeKTPUYHECKON KapamoBepcum. Y Bcex naumeHToB ¢ Gpubd-
punnsiuMeid npeacepauii ANMTeNbHOCTbIO 6onee 48 4 aHTUKoarynaums OofiXHa NpoBo-
ONTbCA B TeueHne 3—4 Heagenb A0 1 2-3 Heaenb NOCNe KapanoBepcuu. B 1o xe Bpems npu
BO3MOXHOCTM YETKOW BM3yanu3aumm ylika eBoro npeacepaus npy 4pecnmeBoaHON
axokapauorpaduun, Npu oTCYTCTBUM TPOMOOB 1 HhaKTOPOB prcka TPOMBOIMOONMYECKIMX
OCJIOXHEHWI, KapAMOBEPCUS MOXET MpoBOAMTbLCS 6e3 npeaLecTBYIOWE aHTMKoary-
naumm (30). Mpu HannumMM GaKTOPOB pUcka Aaxe B 3TWX Cyvasx AOJHKHA NPOBOONTLCS
AHTUKOArynsHTHas Tepanuns B TeuyeHne 3-4 Hefesnb 40 KapanoBEPCUN.

CoxpaHeHue cMHycoBoro putma. OGunbpunnaums npeacepamnin «poxaaet» Gpubpun-
naumio npeacepanin. Yem gonblue onntces Gubpunnaums npeacepanii, Tem 6onblue Be-
POATHOCTb COXPaHEHWNS apUTMUK. B criydae BOCCTAHOBIIEHNSI CUHYCOBOMO pUTMa TOJIbKO
y 30-50% naumeHTOB CMHYCOBLI PUTM COXpaHsieTcs npu 12-mecs4yHoM HabmoaeHUN.
Ha coxpaHeHne CMHYCOBOro puTMa BAMSIOT AIMTENIbHOCTb GUOPUAN[LMN Npeacepanii
1 pa3mep nesoro npeacepams (31). MauneHTsl ¢ GMbpUNaumMein npeacepamin pnTens-
HOCTbIO MeHee 12 MecsiLeB MMetoT HGOJbLUME LWAHCHI HA COXPaHEHWE CUHYCOBOMO puUTMa.
Yem BGonblue pa3mep NeBOro npeacepamns, TEM MeHbLLE LLIAHChl Ha COXPaHeHe CUHYCO-
BOr0O pMTMa nocne KapanmoBepcun.

CoBpeMeHHas MeOvKaMeHTO3Hasi Tepanus, MCNonb3yemast OJisl COXPaHeHusl Cu-
HYCOBOIro puTMma, ganeka oT uaeansHon. NprMeHsioTcs npenapartsl knaccos la, Ic u i
(tabn. 5) (32). MNpoapuTMuKs ocTaeTcs BaxHeLwel npo6aemMon Npu NeYeHnn BCeMU 3Tn-
MW nNpenapaTamu, B 0COBEHHOCTM Y NaLUMEHTOB C AMCHYHKUMER NeBoro xenyaouka (33).
O DEKTMBHOCTL 3TMX NPenapaToB TPYAHO CPaBHMBATb, MOCKOMbKY B KIMHUYECKMNE UC-
CllejOBaHNS BKIIKOYASIM reTEPOreHHbIe rpynnbl NauMeHTOB C Pa3HbiMU pa3Mepamm NeBoro
npeacepavs n onntenbHocTblo P, OTHocuTenbHas adPEKTUBHOCTb 3TUX NPenaparToB
npueeaeHa B Tabnmue 5. Beibop npenaparta 3aBUcKT 0T Npoduns NoboYHbIX ahdEKTOB
n pucka npoaputmun. B aHanunse pesynstatoB uccneposaHns AFFIRM nokasaHo, 4to
amMmnoapoH NPEBOCXOAMT COTaNoN KN Npenaparsl knacca | 4ng coxpaHeHUs CUHYCOBOro
puTma 6e3 kapamnosepcuu (34). Mpenapathl knacca Ic nponadeHoH 1 GrekanHua, Takke
04eHb 3P DEKTUBHBI 151 COXPAHEHNS CUHYCOBOIr0 PUTMa, OLLHAKO UX MPUMEHEHNE J0MXK-
HO OrpaHN4MBaTLCS NaLMEHTaMM C HOpMabHON PYHKLUMEN neBoro xenyaoyka v 6e3 MBC.
Mono6bHo amuodapoHy, aodeTunna, OTHOCUTENBHO HOBLIM Npenapat knacca lll, moxeT
NCMNOb30BaTLCS Y NALUMEHTOB C ANCHYHKLMEN NEBOrO Xenyaoyka (35). JleueHne moxet
Ha4YMHATLCS TOJbKO B YCJIOBUSX MOHUTOPUPOBAHUSA, MOCKOSIbKY BO3MOXHO YAJIMHEHMWE
nHTepeana QT ¢ BO3HMKHOBEHMEM NUPY3T-Taxukapammn. Josa nodetmnmoa nonxkHa obiTb
CKOppUrMpoBaHa B 3aBUCUMOCTM OT PYHKLIUN NOYEK.

B 60nblIOM MHOroUeHTpoBOM mnccnenoaHun AFFIRM, npoBegeHHoM HauwmoHanb-
HbIM MHCTUTYTOM 300poBbs CLUA, a Takke MHOTMX UCCNefoBaHMsX MeHbllero obbema
CpaBHMBaNN CMEPTHOCTb U 3a60NEBAEMOCTb B Clly4ae KOHTPOJS 4acTOTbl CepAgYHOro
pyTMa, MO CPaBHEHWUIO C COXPAHEHWEM CMHYCOBOro putMma y 60sbHbIX C dubpunnsaumen
npeacepavii. PeaynstaThl 3TUX MCCNE0BaHUIA YKa3blBAIOT HA NOA0OHYI0 CMEpPTHOCTb B
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Tabnuua 5
CpaBHutenbHasa 3¢ ¢peKTUBHOCTb aHTUAPUTMUYECKUX CPELCTB
AN COXpPaHEHUs CUHYCOBOIro puTMa y 60sbHbIX ¢ DI

lpenaparsi SppekrnsHocTs npu O [poaputMmmyeckmnii NOTeHLmMan
XUHUOMH +++ +++
MpokanHamng, ++ ++
[Onsonvpamug, ++ +

TokavHug, - -

MekcunetuH - -

dnekanHng, ++++ ++
MNponadeHoH +++ ++

AmmnopapoH ++++ + (B OCHOBHOM Opaavkapams)
Cotanon +++ +

Neytunug ++ ++

DodeTtnnug, +++42 ++
Beta-6nokaTopbl + 0

Bepanamun 0 0

LurokcuH 0 +

3HepaBHo yTBEPXAEH FDA nns neveHus Or.

CpaBHMBaeMbIx rpynnax. bonee Bbicokas 4actoTa TPOMBO3IMOOIMYECKUX OCIOXHEHNIA
Habntoganacb Npu COXPaHEeHWM CUHYCOBOro puTma. bonblueli YyacTblo TPOMO03IMOoNNK
BO3HMKANM Y NALMEHTOB, Y KOTOPbIX aHTUKOArYASHTbI OTMEHSNCH BBMOY NPOAOIKEHNS
npmema aHTnapuTMmudeckux cpeacts (36). MNoaTomMy AAMTENbHYI0 aHTUKOArynsumio pe-
KOMEHYIOT BCEM MauneHTam ¢ dbubpunnsumein npeacepanii, y KOTOpbIX NPUCYTCTBYIOT
dakTopbl prcka Tpom603amMb0onuniA.

Mcnonb3oBanmcb Takke HECKONbKO HEMEOMKAMEHTO3HbIX NMOAXOLOB. Y NauveHTOB
C Pe3nCTEHTHON K npenapaTam ¢ubpunnsauuelr npeacepomii Bce bonee yeennymBaeT-
¢ 9P PEKTUBHOCTb KaTeTepHOW abnaummn. MIMeloTcs ykazaHus Ha To, 4TO Tpurrepbl pub-
pPUANSILAN NPEeOCcEPANA HAXOAATCS B NeroyvHbix BeHax (37). MNpegnoyTuTenbHbiM Noa-
X0O0M CTana afekTpuyeckas n30aaums IErOYHbIX BEH NYTEM HAaHECEHUS NOBPEXAEHU
MO OKPY>XXHOCTWU BOKPYI MECT MPUKPENNEHNS NErOYHbIX BEH K IEBOMY npeacepamio. Be-
POSITHOCTb OJIMTENILHOrO ycnexa npv UCNonb30BaHMM 3Tx noaxogos coctasuna 80%.
B HepaBHemM umccnefoBaHUM 3aCBUMAETENBCTBOBAHO Y/ydylLIEHME MOKal3aTenen cmepr-
HOCTM 1 KayeCTBa XM3HW Noc/e KaTeTepHoi abnaummn dubpunnauum npeacepamin (38).
OCHOBHbIM OCJTIOXHEHMEM abNAUMM 3TUX HOKYCOB B NErOYHbIX BEHAX U BOKPYI HUX SIB-
NSeTcs NO3AHWIA CTEHO3 IErOYHbIX BEH. PUCK €ro BOSHUMKHOBEHWSI YMEHbBLUAIOT MyTEM
abnsiuum 6onee 0TOANEHHO OT JIEFOYHbIX BEH. XMPYPruyeckne BMeLLATEeNbCTBA, Takme Kak
onepauun «1abupuHT» 1 «kopuaop», obecneunsanm ycnex y 70-80% naumeHTtos (39).
3TK onepauuy BKOYaM Co3aaHNe MHOXECTBEHHbIX 0651acTeil 610kaasl B Npeacepamsx
MyTEM HAaHECEHMWSI XUPYPIrMYECKMX HACEYEK M MOBTOPHOIO yWnBaHus. MnnaHtmpyemole
npencepaHble AepMOPUNNSTOPLI 0Ka3annCh NOAE3HbIMK TONbKO B HEGOSbLLIOK 0TOOPaH-
HOI rpynne naumeHToB ¢ Gubpunnaumeli npeacepamii C He4acTbiMK, OAHAKO reMoamHa-
MWYECKM HECTaBMIIbHBIMMW 3NN304aMU.

XXENYAO4YKOBbBIE APUTMUU

BepeHune 60nbHbIX C Xenya04KOBbIMM apUTMUSIMU TakKe pagmnkanbHO M3MEHUOCH 3a
nocnegHue 15 net. 310 06yCNOBNEHO NYYLLNM NOHMMAHNEM NPOAPUTMUYECKMX 9PPEKTOB
aHTMAPUTMUYECKNX CPELCTB, a TakXe pesdynbratamy 60MbLUNX MHOTOLEHTPOBLIX UCCHEe-
OOBaHWi, B KOTOPLIX NPOAEMOHCTPUPOBAHO CHMXXEHME CMEPTHOCTU NOL BAUSIHUEM UM-
NNaHTMPYeMbIX KapaMoBePTePOB-aednbpunnaTopoB. Kpome Toro, npu onpeneneHHbix
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$popmax MOHOMOPODHON XeNy[04KOBON TaxmkapamMn OOCTUTHYT YCrex paamo4acToOTHON
KaTeTepHoi abnaumm. JledeHne CUMNTOMHBIX XenyA04KOBbIX MPEXAEBPEMEHHbIX COKpa-
LLLEHWI N HEYCTONYMBOW XeNnya04KOBON Taxmkapaumn MeHee arpeCccmMBHO, O4HAKO Ha Hero
CYLLLECTBEHHO BAUSIET HAIMYME aCCOLMMPOBAHHOMO 3aboneBaHns cepaua.

XenynoukoBbie
npexaeBpeMeHHbIe KOMIMJIEKCbI

BeccMMNTOMHbBIE XENYL0YKOBLIE MPEXOEBPEMEHHbLIE KOMMAEKCH B OTCYTCTBME
¢poHOBOW NaTonornn cepaua 006bIYHO He TPebyloT nedeHus. Y nauneHToB C HeJaBHO
BOSHUKLIMMW YaCTbIMWN XENYA0YKOBLIMU MPEXAEBPEMEHHBIMU KOMMIEKCAMU Cleay-
€T NPUNOXNTb YCUNNS ONS YTOYHEHUS aTuonornyeckoro dpakropa (40). Bo3aMoXHbIMK
CYLLECTBEHHBIMU MPUYMHAMU IKCTPACUCTONNN SIBASIOTCS SSIEKTPONUTHLIE PACCTPON-
CTBa, 0COBEHHO MMMOKANIMEMUS UM TUNOMArHMeMus; YypeaMepHoe noTpebneHne Ko-
denHa; KapananbHble MPUYMHbI, TaKMe Kak Npoaanc MUTPaNbHOro KnanaHa, uwemms
unn nH@PapKT MMokapaa, kapamoMuonaTus, rmnepTeH3nBHas 605e3Hb cepaua, unu
nepcuctupyowas bpagnkapams. [Jo Ha3Ha4YeHUs aHTUapPUTMUYECKUX CPELCTB Cneay-
eT, Npexae BCero, ycTpaHntb obpatMmMble aTMonorndeckme GakTopbl, eCnun nx yoaertcs
BbISIBUTb. [1py HanM4mMm nponanca MUTPanbHOro KianaHa CUMNTOMHBIE XENYyO04KOBbIE
npexneBpeMEHHbIE KOMMIEKCHI Jlydlle BCero neynTb B-6nokatopamu. Ecan p-6noka-
TOpbl MPOTMBOMNOKa3aHbl UM He JalT addekTa, BbICOKOIDDEKTUBHBIMU SABASIOTCS
aHTMapUTMMYECKME NpenapaTkl knacca | MekCcuneTuH, npokanHammng, GnekanHug nnm
nponadeHOH, 0AHAKO UX MPUMEHEHUS cneayeT n3beraTtb NPy HaNNYMKU ANCHYHKLUMM Ne-
BOro Xxenygouka. Y naumeHToB ¢ HeA4aBHO NePEHECEHHBIM MHMAPKTOM MUOKapAa Nnao-
KauH MCMNoNb3yeTCs TONbKO OJ19 YCTPAHEHWNS YaCTbiX NPEXAEBPEMEHHbBIX COKPALLEHUN,
BEAYLUMX K FEMOANHAMMNYECKMM HapyLweHnaMm. Mpn HedbheKTUBHOCTN naokanHa uc-
Nnonb3yloT NpokanHamug,. AnutensHoe nogasneHne 6eCCUMNTOMHBIX NMPeXOEBPEMEH-
HbIX XENYA04KOBbIX COKPALLEHMI NepopasnbHbIMU aHTMAPUTMUYECKMMU CPELACTBAMM
He accoLuMMpPOBanoch C ynydlleHnem BoxueaHus. B nccnegosavum CAST nogaBneHme
NOCTMHGDAPKTHLIX GECCUMNTOMHBIX XENYA04KOBbIX aPUTMUIA aHTUAPUTMUYECKUMU Npe-
napatamMu knacca | accoumMmpoBanoch ¢ nosbileHnemM cMmepTHocTU (12). MoaobHble
pe3ynbTathl 66N NOAYYEHBI NPY NPUMEHEHWUN <UCTUHHOIO» aHTMAPMTMNYECKOr0 Npe-
napata knacca lll d-cotanona (41). AmnogapoH, npenapart knacca lll co ceoncTeamm
B-6nokatopa n 610kaTopa KanbLmeBbix kKaHanos, Obin BbICOKO3bdEKTMBEH A1 NOAAB-
NEHNS XEeNygo4KOBON 3KTOMWUM U HE YBEANYMBAST CMEPTHOCTU B CBSA3M C NPOApUTMUEN.
Mpuem ammogapoHa accoLMmMpoBaics C YMEHbLUEHMEM CMEPTHOCTU OT apUTMUYECKNX
NPUYKH, 4TO Nokal3aHo B uccneposaHusax EMIAT n CAMIAT, ogHako He BNUSN Ha Kapau-
anbHYI0 CMEPTHOCTb (42, 43).

Y naumeHToB C CEPAEYHON HEJOCTATOYHOCTLIO HANMYME XENYL04YKOBbIX MPeXaeBpe-
MEHHbIX COKpaLLEHNIA accoummpyeTcs ¢ 6onbLuein 06LLe i CMEPTHOCTLIO, OQHAKO HE C yBe-
NINYEHNEM APUTMUNYECKON CMEPTHOCTN. AHTUAPUTMMNYECKME CPELCTBA kacca | 1 B 310N
CUTyaLMmn He AOMKHbI UCNOJIb30BaThCS 419 NOLABAEHMWS SKTOMMW, MOCKONbKY Y NALVEHTOB
CO CHUXEHHOW DYHKLUMERN NEBOr0 XeyA04Ka UMEETCS aCCOLMMPOBAHHBIN PUCK MPOapuUT-
Mun. CyLLLECTBYIOT HEKOTOPbIE [l0Ka3aTebCTBA BO3MOXHOIro 61aronpusaTHOro AeicTBms
ammopapoHa. B nccnenosarmmn GESICA BbISIBNIEHO ynyyLLEHME BbXKMBAHUS NALMEHTOB C
CEPAEHHON HEOOCTATOYHOCTbIO, MOMYYaBLUMX HASKYIO 403y aMUOLAPO0Ha, B TO BPEMS Kak
B uccneposaHun CHF-STAT npuMeHeHne ammnogapoHa He UMENo NpenMyLLECTB (44, 45).
CnepoBaTtenbHO, ponb amMnoOAapoHa B NEPBUYHON NPOdUNaKTUKE BHE3AMHOW CMEPTU Y
NauneHTOB C CEPAEYHONM HEJOCTAaTOYHOCTLIO HE YCTAHOBEHA.
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HeycTtonyneas xxenynoykoBasi Taxukapaus

HeycToliumBas xenyno4ukoBas Taxnkapaus onpenenseTcs kak Tpu n 6onee nocneno-
BaTENbHbIX XEJTY[,04YKOBbBIX COKPALLEHUS C 4acTOTOM >120 yaapoB B MUHYTY U ANUTENBHOC-
Tbto <30 ¢, KOTOpPbIE HE BEAYT K rEMOANHAMUYECKUM HapYyLLEHWSIM. AHTUAPUTMNYECKNE
npenapartbl knacca | He UrpaioT PoSin B IEHEHMUN HEYCTOMYMBOM XENya04KOBON Taxmkap-
ann. Kak nokasaHo B nccnenoaHmm CAST, nx npyMeHeHne MOXET CONPOBOXAATLCH yBe-
NINYEHMEM CMEPTHOCTU M3-3a NpoaputMmyecknx adpdekTos (12). beccumnToMHas He-
YyCTONYMBAA XENya0o4KoBas Taxmkapaus y naumMeHToB C HOpMabHOW QYHKUMEN NEBOro
Xesnyaoyka He accoummpyeTcst ¢ HebnaronpusTHLIM J0NrOBPEMEHHBLIM NMPOrHO30M U He
TpebyeT neyeHmns. Y noCTMHGAPKTHLIX MALMEHTOB C HEYCTONYMBOW XENYA04KOBOIN Taxu-
Kapaven v yOOoBNETBOPUTENLHON QYHKUMEN NEBOro Xenyaoyka AOMKHbI NPUMEHSITLCS
B-6nokatopsl. Mpu HaNW4MKM 3NN3040B NPECUHKONME UK CUHKOMNE NaLMEHTaM C HEYCTOM-
YMBOW XENTYAO4YKOBOW TaxvMkapamen cnemyet npoBeCTU 3NekTpodr3nonormyeckoe nc-
chefoBaHue AN OLEHKM BO3MOXHOCTU MHOYLMPOBAHNUS YCTOMNYMBORN Xenya04koBOn Ta-
xmkapauun. UHoyumpyemas ycTondmBas XenynoykoBas Taxmkapaus asnsaetcs ¢akTopom
pucka BHe3anHom cMepTu. MNaumeHTbl ¢ ANCHYHKUMEN NTIEBOr0 XeNyA04Ka, HEYCTONYNBO
XenyaoyKoBOW TaxMKapanen n NwemMmnyeckon 60e3Hbi0 cepala MMEKT MOBbILLEHHYIO
CMEPTHOCTb, MPEXAe BCEro, BCNEACTBUE apUTMUYECKMX NPUYMH (46, 47). Y aTux naum-
€HTOB peLleHne 0 fanbHenwwen cTpatupukaummn pucka NnpuHUMaeTCs B 3aBMCUMOCTM OT
pe3ynsLTaTtoB 3NeKkTPodu3nonornieckoro nccnenosaxmst. UccneposaHme MADIT nokasa-
Nno, 4YTO Y NALUEHTOB C HEYCTONHYMBO XeNya04YKOBON Taxnkapamen, nepeHeceHHbIM pa-
Hee MHGapPKTOM MUoKapaa, Gppakumen Bbibpoca NeBoro xenyanoydka <35% v nHaykumen
YCTONYMBOW XENYOOHKOBOM Taxmkapammn, KOoTopas He Nogasnsiiack NPOKanHamMnugom BO
Bpemsl 9nekTpohU3MoN0ornyeckoro UCCNefoBaHns, UMNNaHTaums KapaouosepTtepa-ae-
Gnbpunnatopa accouMmMpoBanach C CyLLLECTBEHHbIM YNTy4YLLEHNEM AJIUTENBHOMO BbIXMBA-
HWS, MO CPABHEHMIO C TPAAMUMOHHON Tepanueit (47). B aToM nccnegoBaHnm CMEPTHOCTb
B KOHTPOJIbHOW rpynne y NauMeHTOB CO CHUXEHHOW (PYHKLUMEN NEBOro Xenyaoyka n 6es
WHAYKLMW Taxmkapamm Takke Obiia BbIcoKoit. LienecoobpasHocTb MnnaHTaumm kapamo-
BepTepa-aedmbpunnsaTopa y NaumeHToB C NEPEHECEHHLIM paHee MHDAPKTOM MUOoKap-
[a, CHMXEHHON PYHKUMEN neBoro xenyaoyka n 6e3 npealecTBYOLLMX XENYA04KOBbIX
apuTMUIA ganee oueHuBanu B uccnegosanmm MADIT 2. Bkntoyany nauneHToB ¢ ppakum-
el Bblbpoca nesoro xenygoyka <30%. ViccnepgoBaHue npekpaTuav NpexneBpeMeHHO,
MOCKONbKY Yy MaUMEHTOB, PaHAOMU3UPOBAHHBIX A1 UMMIAHTaUMK KapauosepTepa-ae-
dunbpunnatopa, Habnogann cHmxeHne Ha 30% o6LLet CMEPTHOCTM, MO CPABHEHMIO C
ONTMMM3aLMen MeANKaMEHTO3HON Tepanuy MyTeM 4acToro NpUMeHeHus $3-610KkaTopos.
BPdeKT ObI1 HAMBONLLIMM Y NALMEHTOB C YBENIMYEHHOW OIMTENBHOCTLIO KoMnnekca QRS
(2120 mc). Moatomy Tepanmio UMMAHTUPYEMBbIM 0ednOPUNNATOPOM Ceivac PeKoMeH-
IyI0T BCEM MNaLMeHTaM C UeMMYeCcKoin kapanomMmonatuein n ppakumeit Beibpoca <30%,
6e3 NPU3HaKOB aKTUBHOM UWeMUKN Muokapaa (48).

[MporHocTryeckas 3HaYMMOCTb HEYCTONYMBOM XENya04KOBOM TaxXMKapamMm y naumeH-
TOB C HEMLLIEMMNYECKOW KapamommonaTtuer He yctaHosseHa. lNpu oTcyTcTBMM CUMITOMOB
B HACTOSILLIEE BPEMS HUKAKUX BMELLATENBLCTB HE PEKOMEHAYIOT. XKenyaoukoBas Taxmkap-
I1st 06bIYHO HE MHAYUMPYETCS NPY 3NeKTPOPU3N0I0rM4eckoM nccnegoBaHmm. Moatomy
OaHHOE 1ccnenoBaHne OrpaHNYeHHO NCMONb3YETCS Y AAHHON KaTeEropun NaumMeHToB, a
NPV CUMATOMHOW HEYCTOMYMBO XENYA04KOBOM TAXMKapAUM MOXHO NPUMEHSATb MOHOTE-
panuio amnogapoHoMm. MpoaonmxatoTces 60/bLIME NPOCNEKTUBHBIE MCCNEAOBAHUS C LENbIO
onpeneneHns Nosib3bl MMNAaHTauMn aepubpmnnsTopa No CPaBHEHUIO C aMMOOAPOHOM
y MAUMEHTOB C HEYCTOMYMBOMN XENyAO4KOBOW Taxvkapauen n kapavommonaTunen. He-
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Ta6nuua 6
MokasaHuga ansa Tepanun UKQ
(pekomeHpaunn AMepuKaHCKO Konnerum Kapamonoros /
AMepuKaHcKoii Kapanonormyeckoi accoumauum / CeBepoaMmepukaHCcKoro obuiectea
KapAuoCcTUMYNSUMU U anekTpoduanonoruv)

Knacc | (nmetoTca fokaszatenscraa u/unm obluee cornacue, YTo AaHHas npoueaypa uam MeToz NeyeHnst
nonesHbl  3pdEKTUBHDI).

1. OcTtaHoBka cepaua scneactave X nnm XT, He CBA3aHHbIX C TPAH3UTOPHOM MK 06PaTUMON NPUYNHON.

2. CnoHTaHHas yctonumeas XT, accoummpoBaHHas Co CTPYKTYPHbIM 3a00neBaHMEM cepaua.

3. CuHKOMNE HeONpPeeNeHHOT0 MPONCXOXAEHUS C KITMHUYECKM CYLLLECTBEHHOW, rEMOANHAMUYECKN
3HauMMoli ycToinumeoii XT unm @X, nHAYLUMPOBaHHOM Npu 371eKTPOMU3N0N0rMYeCKOM NCCNea0BaHNM,
Koroa MeankaMeHTo3Has Tepanusa HeaddekTBHA, HENEPEHOCUMA UKW e HE OTAAIOT NPEAMOYTEHME.

4. Heyctoitumeast XXT y naumeHToB ¢ MBC, paHee nepeHeceHHbIM MHMapKTOM MyoKapaa, AMCcOyHKumen
NEeBOro Xenyaoyka v HAyKUyen npu anekTpodusmnonornieckom nccnegosannm XT, koTopas He
NoAABNSIETCA aHTUAPUTMUYECKUM NpenapaTom knacca |.

5. CnoHTaHHas ycTonumeas XT y naumeHToB, KOTOPbIE HE MMEIOT CTPYKTYPHOro 3aboneBaHus cepaua, He
noafaloLascs opyruMm MeToaam neyveHus.

Knacc Il (nmetoTca NpoTnBopeymnBbIe 4OKa3aTENbCTBA /UM PACXOXAEHNE MHEHWI B OTHOLLEHNN
nonb3bl / 3OPEKTUBHOCTN NPOLEAYPLI MW NIEYEHNS).

Knacc lla (Bec nokasaTtensCTB / MHEHUIA CBMAETENLCTBYET O NOMb3e / 9GPEKTUBHOCTH).
1. MauweHTsl ¢ Pppakumeir Boibpoca JIX meHee nnm pasHo 30%, No kpaiiHeli Mepe, Yepe3 1 Mecsiu, nocne
nHbapkTa MMokapaa u 3 MecsiLia nocnie peBacKynspn3aLmm KOPOHaPHON apTepun.

Knacc lIb (6onee cnabble gokasaTensCTsa / MHEHUS 0 N0Ab3e / 9PPEKTUBHOCTH).

1. OcTaHoBKa cepaua, NpeanonoxutensHo scneacteme @X, koraa anekrpoduanonormieckoe
uccnenoBaHne HEBO3MOXHO BCIEACTBUE OPYTMX MEANLMHCKNX COCTOSIHUNA.

2. Taxenble CUMNTOMbI (HaNPUMEP CUHKONME), CBA3AHHBIE C XENyA04YKOBLIMU TaXMapUTMUSIMU, B OXUAAHWN
TpaHCcnnaHTaumm cepaua.

3. CemelHoe nnu yHacnepoBaHHOE COCTOSIHUE C BbICOKUM PUCKOM XM3HEHHO ONACHbIX XENYA04KOBbIX
TaxMapuTMui, Taknx Kak CUHAPOM YANMHEHHOro nHTepeana QT unu runeptpoduyeckas
KapanomuonaTus.

4. Heyctoiumeas XT ¢ UBC, paHee nepeHeceHHbIM MHbapKTOM MUoKapaa, AMchyHKLme NeBoro
Xenyaoyka v niayumpyemoi yctoinumsoii XT unu ®X npu anekTpoduranonornyeckoM ccienoBaHuim.

5. Bo3BpaTHbIE€ CMHKOME HEONPELENEHHOW 3TMOAOMM NPY HANIMYUW XENTYO04KOBON ANCHYHKLUN 1
VHOYLMPYEMbIX XeNyL04KOBbIX apUTMMIA NpY 31eKTPODU3N0N0rM4eCKOM NCCNEN0BAHUM, KOraA
UCKIIOYEHbI APYTe MPUYKHBI CUHKONME.

6. CuHKONe HeOOBACHUMOM 3TUONOTUM UM CEMEIHLI aHaMHE3 BHE3AMHOW CEPAEYHOV CMEPTU B
COYeTaHum ¢ TUNUYHOW MM aTMNMYHO 6N0KaA0M NPaBOl HOXKK Nyyka ca n anesaumnein cermeHta ST
(cuHaopom bpyraga).

7. CviHKOMNe Yy NaLUMeHTOB C Aaneko 3allefwnM CTPYKTYPHbIM 3aboneBaHnem cepaua, y KOTopbIX MpuymnHy
He yAanoCb YCTaHOBUTb UHBA3MBHLIMW U HEMHBA3MBHBIMI METOAAMM.

Knacc Il (nmetoTcs nokasartenscTea 1/wunm obLiee cornacue, 4To npoueaypa / METOA, IeHeHus He
SBNSHOTCS NONE3HLIMM / 3DDEKTUBHBIMU 1 B HEKOTOPBIX CAY4asix MOTYT ObiTb BPEAHbIMM).

1. CvHKOMe HeonpeaeNeHHoM NPUYMHbLL Y nauneHTa 6e3 niayumpyemoit XT nnn @X, npu oTcyTCcTBUM
CTPYKTYpHOro 3abonesaHus cepaua.

2. HenpepbieHas XT nan OX.

3. ©®X unu XT Bcnenctave apuTMuiA, KOTOPbLIE NOALAAIOTCS XUPYPrUYECKOW MK KaTeTepHON abnauum;
Hanpumep, NpeacepaHble apuTMnK, aCCOLMUPOBAHHBIE C CMHAPOMOM Bonbda-lNapkmHcona-Yanta,
XT 13 BbIXOAHOrO TpakTa NpaBoro xenyaouka, nanonatnyeckas XT 13 n1eBoro Xenyaoyka nm
dacumkynapHas XT.

4. )Xenyno4koBble TaxXMapuTMnUmn BCNEACTBME TPAH3UTOPHOMO MM CTPYKTYPHOIO PAaCCTPONCTBA (OCTPbIN
MHOAPKT M1OKapaa, ANeKTPOANTHLIN AncbanaHc, npenaparbl Uian TpaBMa), Koraa Koppekums
PacCTPONCTBA MOXET CYLLECTBEHHO YMEHBLUNTbL PUCK BO3BPATHbIX apUTMUIA.

. Taxenoe ncuxmaTpuyeckoe 3abonesaHne, KOTOPOe MOXET 060CTPUTLCS Npy umnnanTaumm UK nan
MOXET NOMELLATb CUCTEMATUYECKOMY HAONIOLEHWIO.

. TepmuHanbHoe 3a60neBaHMe C 0XMAAEMON MPOJOIKUTENBHOCTBIO XN3HU <6 MECSILEB.

. MaumenTsl ¢ IBC, ancdyxkumen JIXK n yanmHeHHsiM komnnekcom QRS, B OTCYTCTBME CMOHTAHHOM 1m
nHayumpyemon XT, KOTOPbIM NPOBOAUTCS XMPYPrMYECKOE LYHTUPOBAHNE KOPOHAPHLIX apTEPUIA.

8. PedpakTepHas K MEAMKAMEHTO3HOM Tepanumn 3acToNHas cepaeyHas HeaocTaToyHoCTh IV knacca no

NYHA 'y nauveHToB, KOTOpbIE He ABNAIOTCA KaHanAaTamu AN TpaHCnnaHTaumy cepaua.

~No o

XT — xenynoukoBas Taxvmkapaus, ®X — drubpunnsaums xenynoykos,
K[, — uMnnaHTpyemblii kKapamoBepTep-aepunopunnaTop.
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XT KAPONOCTUMYNALNA CWHYCOBbIV PUTM
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Puc. 3. KynnpoBaHune yCTOMYMBOWM XeENYA04KOBON TaxmMkapammn nyTeM CBEPXYACTON CTUMYNSLN
UMnnaHTMpyeMbiM aedubpunnsatopom. MokasaHa ceepxyacTas CTUMYSUMUS C NMOMOLLbIO CTUMY-
NOB KapamocTumynsitopa. YactoTa xenyno4koBol Taxukapammn 6eina 160 cokpalueHnii B MUHYTY.
Mocne cTumMynauumn YacToTa CepAgyHbIX COKPaLLEHN Obina 60 COKpaLLLeHNIA B MUHYTY.
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Puc. 4. KynupoBaHue CNOHTaHHON GUOPUNASLMA XeNya04KOB LUOKOM OT UMMIaHTMPYEMOro Kap-
anosepTepa-gedubpunngropa. 3anucb caenaHa BO BpEMSA MOHUTOPUMPOBAHWSA NaumMeHTa B Tene-
MEeTpMYecKor nanare.

OaBHO OI'IY6J'II/IKOBaHHbIe HebonbLUNE NCCNeaoBaHns NO3BONSIOT npeanosioXnTb, YTO 3TO
BMeLLaTeSIbCTBO MOXET HE MUMETb NMPenmMyLLEeCTB.

YcroiunBas
JKenyno4koBasi Taxvkapaus

UMNNAHTUPYEMBIE KAPOAWOBEPTEPbI-AEPUBPUJIIATOPDI

B cootBeTCcTBMM C 0OBbEAMHEHHLIMW PEKOMEHAALUMAMN AMEPUKAHCKOW KONnerum
Kapamonoros 1 AMEPMKAHCKOI Kapanonornyeckom accounaumnm (52), MnnaHTUpyemblii
KapamoBepTep-AePUOPMNNATOP ABNISIETCS CPeOCTBOM NEPBO IMHUN Y NALMEHTOB C Xe-
NyO04KOBOI Taxukapamen n dnbpunnaument Xenyaoukos. ITo NoaoxeHne 6asmpyercs
Ha pesysbTaTax TPEX KPYnHbIX MHOrOLEHTPOBLIX nccnegosanuii. B nccnegosadmm AVID
cpaBHMBanu aHEKTUBHOCTb UMMIAHTUPYEMOT 0 AePUOPUNNSTOPA N aHTMAPUTMUYECKMX
npenapartoB (amM1MogapoHa unu cotanona), B uccnenosaHun CASH — nepubpunnaropa,
amMmogapoHa u MeTonposnona, B nccneposadun CIDS — pedubpunnatopa n ammopapo-
Ha. Bo Bcex Tpex nccnenoBaHmax NokasaHo YiayylweHne BbKMBAHUS Y NALMEHTOB C UM-
NNaHTMPOBaHHbIM 0edUOPUNNATOPOM, NO CPABHEHMIO C MEAMKAMEHTO3HONM Tepanueil.
JelcTByolwpme nokasaHus K NPMMEHEHNIO MMNIAHTUPYEMOro aepubpunnstopa npuee-
OeHbl B Tabnuue 6.

MopobHo kapamocTumynaTopam, 0edunbpunnaTopbl UMMIAHTUPYIOTCS B YCIOBUSIX
NOKasIbHON aHEeCTe3nN C NCMNONb30BAHNEM YPE3BEHO3HOMO MOAX04a 4S8 NOAKNOYEHNS
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SHOOKapAnanbHbIX OTBEAEHMWI. M3-3a OTHOCUTENBHO Manioro pa3mepa ece aedunbpunns-
TOPbI UMNAAHTMPYIOTCS NOAKOXHO B rpyAHYI0 06nacTb. MNepronepauyoHHas CMEPTHOCTD,
Jaxe y NaLneHTOB BbICOKOM CTEMNEHN pucka ¢ AUCHYHKUMEN NEBOrO Xenynoyka u cep-
[le4HO He[oCTaTOYHOCTLIO, cocTaBnset MeHee 1%.

Bce ncnonb3yemble B HACTOSALLEE BPEMSI UMMAAHTMPYEMbIE AeDNOPUANATOPBI UMEIOT
C/IOXHbIE aIrOPUTMbI PACNO3HaBaHUS U MHOXECTBEHHbLIE BO3MOXHOCTU NPOorpaMmmMmumpye-
Mo Tepanmu. XXeNya0o4KOBYO TaxMKapAMio MOXHO MPeKpaTUTbL NyTeM aHTUTaxnkapamnyec-
KO CTUMYASLUMn (puc. 3) M HU3KOSHEPTEeTUYECKMX Pa3psaaoB. BeICOKO3HepreTuieckme
paspsabl NPOrpaMMUpPYOTCS NS KynupoBaHna Gubpunnaumm xenyaoukos (puc. 4). Bece
nednbpunnnatopbl UMEKOT BO3SMOXHOCTU OA4HOKAMEPHOW MW ABYXKAMEPHOM CTUMYNSALMAN
C 3anoOMMHAHNEM U perncTpaumert cobbITuii, 4TO NO3BONSET NPOBOAUTb MOJHLIA aHaNU3
NpPeawecTBYIOWMX apUTMUYECKUX COBObITUIA. XKenyaoyukoBble apuTMMU AUArHOCTUPYIOT
Ha OCHOBE CJ1I0XHbIX MPOrpamMMUPYEMBIX aNIFOPUTMOB Pacno3HaBaHUs, NPUHUMAIOLLUX BO
BHMMaHWE 4acTOTY Taxmkapamu, CBA3b NPeACEPAHbIX U XENYO0HKOBbLIX SNEKTPOrpamMm,
a TaKkke MopdONOrni0 BHYTPUKapananbHbIX 31ekTporpaMmm. HeHyxHble paspsgsl no no-
BOLY CYNPaBEHTPUKYNSAPHbLIX TaXMKapauini pexe BCTPEYAOTCS NPU NPUMEHEHUN HOBOMO
NOKONEHUS MNNAHTMPYEMbIX BePUOPUINATOPOB.

B cBA3K C pe3knM yBENNYEHNEM KONMYECTBA NALUEHTOB C UMMNIAHTUPYEMBIMI Kap-
avosepTepamMm-aedundbpmunnaTopaMm YacTele paspsabl AaHHbIX YCTPOWCTB CTann OO-
CTaTO4HO PaACMPOCTPAHEHHOW MPUYMHOM NOCTYMNJIEHWUS B NanaTbl HEOTNOXHON NOMOLLMN.
BeneHne aTmx naumeHToB TpebyeT TECHOrO COTPYAHMYECTBA MEXAY Bpayamu nanat He-
OT/IOXHOW MOMOLLM, Kapanonoramu u aniektpodusnonoramu. ing anpdepeHumaumm He-
06X0OMMbIX Y HEHYXHbIX Pa3PsSA0B YUMTHIBAETCS aHAMHES CMMMTOMOB A0 NPOBEAEHNS
pa3psaa, a Takke CoOXpaHeHWe 3NekTporpamMmm 13 namsatn gedunbpunnatopa.

AHTUAPUTMUYECKUE NPEMNAPATbI

AHTHMapuTMMYeckne npenaparbl ABASOTCA CpeacTBaMy NepBon IMHUK TOJSIbKO OJis
HEOT/IOXHOIO NEYEHNS XENYA0UKOBbLIX apUTMUIA. JIngokauH, npokamHamung, 6petnnuni n
amMmMoJapoH OOCTYMHbI BO BHYTPUBEHHLIX dopMax. MpuMeHeHne ammogapoHa ans HeoT-
NOXHOM NOMOLLY YBENNYMNOCH, MOCKOJIbKY 3TOT Npenapar B MEHbLUEW CTENEHN BbI3bIBAET
NpoapuTMMIO, a TakXe BBUAY TOr0, 4TO C BHYTPUBEHHOW Tepanuu Nerko NepenTu Ha ne-
popanbHylo. AHTMapUTMMYeCKme npenaparbl knacca | 6onbLue He SBASIOTCS CpeacTBaMu
NepBON NUHWUM ONS OJINTENbHOrO IEHEHUSI YCTOMNYMBON XEeNyao4KOBOW Taxmkapamu, Tak
KakK 1x npoaputMmyeckme aphekTbl NPUBEIN K YBEINYEHWNIO CMEPTHOCTU. N ammopapoH
(nccnepoBanne CASCADE), n cotanon (ESVEM), npenapatsl knacca lll, cyliecTtBeHHO
YAYHLLWIW BbIXXMBAHME Y NALMEHTOB C XXM3HEHHO OMACHbLIMU XENyA04KOBLIMU apUTMUSIMMU,
MO CPaBHEHWIO C aHTMapUTMUYECKUMI NpenapaTtamm knacca | (49, 50). Vicnonb3oBaHune
coTanona orpaHN4MBaeTCs BCNeACTBME ero f-610kMpyoLLmx CBOMCTB. 3TOT Npenapar He
MOXET UCNOJIb30BaTLCH Y NALUEHTOB C CEPAEYHON HeJ0CTAaTOYHOCTbLIO UM CYLLLECTBEHHO
CHWXEHHOW DYHKLMEN NEBOro Xenyaouka. AMMOAPOH SBNSIETCS NpenapaToM Belbopa y
NaUNEHTOB C YCTOMYMBBLIMW XENYL04KOBLIMU aPUTMUSIMU U CHUKEHHO PYHKLIMEN NEBOMO
Xenyaodka. AHTMapuTMUYeckme npenaparsl knacca | 4o6aensoTcs B ciyvyae YacTUYHOM
9hMEKTMBHOCTN aMmmnogapoHa. JnutensHasa Tepanus aMmmogapoHOM acCoumMmpyeTes C
CYLLLECTBEHHbLIM YBEIMYEHNEM KONMYECTBA MOOOYHBLIX COOLITUIA U NO3TOMY TPEOYET TLLa-
TESIbHOr0 MOHUTOPUPOBAHNS (QYHKLMMW LLUTOBUAHOW Xenesbl, NeY4eHn u nerkux. Y npu-
MepHO 40% NauneHTOB C XeNTyA,04KOBbIMU aPUTMUSMI C UMINTAHTUPYEMbIMUW KapaMOBEP-
Tepamu-gedumbpunnaTopamm Takke TpebyeTcs HazHaYeHNe aHTUAPUTMUYECKMX CPEACTB
Mo NOBOAY BO3BPATHbLIX XEJTyA04KOBbIX Taxukapani (51).
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Tabnuua 7
XXenynoukoBas Taxukappus: noka3aHua ong KateTepHoi abnauum

1. KateTepHas abnauusa kak Tepanusi nepeoil AMHUU

Manonatnyeckasn XT — Taxvkapams 13 BbIXOOHOMO TpakTa npaBoro Xenyaoyka imbo
— dacumkynspHas Taxmkapams

Pu-3HTpM B HOXKE nyyka lNica y naumMeHToB ¢ kapanomuonaTmen

(KT nmeeT mopdosnormio, HanomuHatoLLyto 6okaay n1eBoi HOXKK nyyka ca)

2. Heo6xoanMO paccMOTpeTb BO3MOXHOCTb KaTeTEPHOW abnauum

XT Ha doHe MBC ¢ MHOXeCTBeHHbIMK paspsiaamm UK

MeganeHHas HenpepsbiBHas XT, pe3ancTeHTHas KO MHOrMM npenaparam

3. Mpwu oTcyTcTBUM AaHHBIX 06 3(PPEKTMBHOCTU BLINONHATL HE cnepyeT

ApUTMOreHHas Aucnnasvs NpaBoro Xenyaouka

[vnataumoHrHas Hemwemnyeckas kapamoMmmonarus

XT — xenynoukoBas Taxukapaus, MIBC — uwemnyeckas 6one3Hb cepaua,
WK — vMnnaHTupyemblii KapanoBepTep-aedpudbpunnsatop.

PAOVOYACTOTHAS KATETEPHAS! ABJISILMS XXENYA04YKOBOM TAXUKAPOUN

KaTeTepHas abnsiuma nonesHa s neveHnst OTAENbHbIX CITy4aeB Xenyno4koBoOM Ta-
Xukapaum (tabn. 7). OHa aBnsieTcs cpeacTBOM BbiOopa y NauMeHToB C UOMONaTUYeCKON
Xenya04KOoBON Taxmkapaven 6e3 apyrux NpU3HaKoB CTPYKTYPHOro 3a60neBaHus cepaua.
YcnoBue ans npoBeaeHus KaTeTepHO abnsiumm xenyao4koBo Taxmkapaum — cnocoo-
HOCTb IOKaNN30BaTb 0611aCTH, BaXHble A5 3anycka M MPOA0IKEHNS XeNyA04KOBO Taxu-
kapamm (53, 54). 3To MoryT 6bITb 06N1ACTV 3aMEANEHHOMO NPOBEAEHNS B LIENW PU-3HTPU
nnbo dokanbHbIX 061aCcTaX NAaTONOMMYECKOro aBToMaTu3ama UM TPUIrepPHOW akTUBHO-
cTu. XXenypoukoBas Taxukapamsi, 00yCnoBIEHHAA PU-3HTPM B HOXKE nyyka lica, KoTopoe
00bI4HO HabNAAETCS Y NAUMEHTOB C AMIAaTaLMOHHON KapamoMuonaTueid u KnanaHHom
6onesHblo cepaua, Takke NOAAAETCS kaTeTepHoi abnsaumm. MNpaeas HoXka GopMupyeT
CYLLIECTBEHHYIO 4aCTb KOJbLLa PU-3HTPU, U ee abnsauns obecneynBaeT naneyexune. Y na-
LIMEHTOB CO CTPYKTYpHbIM 3abonesaHnemM cepaua, Takum kak MBC n kapanommonatus,
cybCcTpaT pU-3HTPY XENYLOHKOBOM TaxmMKapaMmn ONpeaeNieH XyXe, YTO CBS3aHo ¢ 60sib-
lwnmm obnactamu pybuesaHua n pubposa, 1, Takum 00pa3oMm, He Bceraa MOXeT ObiTb
YCTPaHeH C NMOMOLLIbIO PAAMOYaCTOTHBIX KaTeTepHbIX Hacevek (54). KatetepHas abnsauus
npeanpuHUMaEeTCs, ECAN'Y NauMeEHTa MMEIOTCS BO3BPATHbLIE 3MM304bl MOHOMOP(HON Xe-
NYO04KOBOI Taxukapamu, KOTopble BEAYT K paspsaam aedunbpunnatopa 1 He oTBevatoT
Ha MeaMKaMeHTO3HYI0 Tepanumio (puc. 5).

Ocob6bie pbopMbl Xxenyao4KoBOV Taxukapanmn
M OnONATUYECKAS XXENY04KOBAS TAXUKAPAUS

Dnbpunnaums XenyaoukoB 1 Xenyao4KoBas Taxukapams MOryT BO3HMUKaTb 6e3 ka-
Ko-nnmbo hpoHOBOW NaTonorum cepaua. Y nauneHToB ¢ Gpuopunnaument xenyao4kos cne-
nyeT npeanpuHaTb nogpobHoe obcnemoBaHve cepaua Ans UCKOYEHUs Kakoro-nnbo
¢oHoBOro 3aboneBaHns cepaua, Takoro Kak AnMcnaasms NpaBoro Xenyaoyka, runepTpo-
dpuyeckast kapanoMmonaTus, CUHAPOM yanMHeHHoro uHtepeana QT n cuHapom bpyraaa.
Y 60nbWMHCTBA NALUMEHTOB C MOMONATUYECKON XeNya04KOBOM Taxukapaven n dnbpun-
NALMEN XeNyaoukoB ONPEmEeNsoTCs HOPMasbHbIE AaHHbIE SNEKTPODU3MNONOrNYECcKOro
nccnenoBaHns. PUCK HOBOro BO3HUKHOBEHNS GUOPUINALIMM XeNlyo04KOB YETKO He ycTa-
HoBneH. CpeacTBOM BbiOOpa SBNSIETCS UMMNAHTUPYEMBI AePUOPUNNSTOP, NOCKOJbKY
9bHEKTMBHOCTb MEAUKAMEHTO3HbIX CPEACTB NOATBEPLUTD HEBO3MOXHO.

JunarHo3 xenyno4koBoi Taxukapaun 6e3 GoHOBOro 3abonesaHus cepfla cTaBuTcs
nyteM uckmoyeHns. OBbIYHO naeHTUbMUMpYoTCa Ase MopdOorum MamonaTuyeckmx
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I'IperameHme xeny,uoqkosom Taxnkapgmu BO BpeEMSA BMeLLATENbCTBA
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Puc. 5. KatetepHas abnauus XenyL0o4k0BOM Taxukapammy y naumeHTa ¢ BO3BpaTHLIMU paspsaamm
nMnnaHTupyemoro aedunbpunnatopa. JIesblli Xenyaoyek kapTMpoBanm BO BPEMS XeyA04KOBOM
Taxvkapamn. AGNSUMOHHBIN KaTeTep NOMeCTUNM B 061acTu 3aMenieHHOro nposeaeHns. Havano
paamoYacToTHOro paspsiia (CTpenka) NpMBeso K NPekpaLLeHnio Taxmkapaum ¢ BO30O6HOBIEHVEM
CWHYCOBOIO pMUTMa.

TR

XeNyao4KOBbIX TaxMkapauii. Y 3Ha4MTENbHON YaCTW XeNya04KOBbIX Taxukapaui, Habnto-
JaeMblx y naumeHToB 6e3 O4eBNOHOV NaToNorMn cepaua, nMmeetcs mopdonorus Tuna
6nokaabl NEeBOM HOXKW Myyka ImMca ¢ OTKIOHEHWEM OCKM BO (PPOHTASILHOWM MIIOCKOCTU
BHU3. Taxvkapams NPOMCXOAMT U3 BbIXOAHOrO TpakTa npasoro Xenynouka, n GoHOBbLIM
MEXaHM3MOM TaKOWN TaxuMkapguw, OYEBUOHO, SBASETCS TPUITEPHash akTMBHOCTb. OHa
OTBEYAEeT Ha BBEAEHWE afeHo3uHa, B-O6nokatopoB M GNOKATOPOB KanbLMEBBIX KaHa-
noB. PagnodacToTHas kateTepHas abnsiumMs — CPeacTBO M3eveHus npu atoin popme
XENya04YKOBON TaxmMKapanm, U ee BbINOMHAIOT NyTEM KapTUPOBaHUS UCTOYHMKA apUTMUA B
BbIXOOHOM TPakTe MpaBoro xenynoyka. Bropas ¢dopma namonaTnyeckon xenyao4koBomn
Taxmkapamu, Takke N3BecTHas kak «pacunkynspHas» Taxmkapaus, NponcxoamT U3 1eson
3a[Hei YacTn Neperopoaku B 0611acT 3aHEr0 Ny4Ka NeBO HOXKK Ny4yka Mmca. dnekTpo-
du3nonormyeckme 0CoGEHHOCTM 3TOWN TaxmMkapamm NO3BONIAIOT Npeanosiaratb MEXaHN3M
py-3HTPU. ATy HOPMY XeNyaoHKOBON TaxmkapamMm MOXHO KyNMpPOBaTb BHYTPUBEHHbLIM
BBEOEHMEM Bepanammna. MeaukameHTo3Has Tepanus 6aokatopamm KanbUMEBbIX KaHa-
nos v p-6nokaTtopamu NO3BONSET YCNELIHO NOAABAATL apuTMUIO. Mi3neumsatoLuen npoue-
OypoWi aBnsieTcs kaTeTepHas abnauua B MecTe noteHumana MypkuHoe (P-noteHumana) B
3a[HEHWXHEN YacTu NIEBOro Xenyaoyka. KatetepHas abnsums — 6e3onacHas 1 nanedn-
BaloLLaa Nnpoueaypa, CPeacTBoO Bbibopa y BCEX CUMMNTOMHbIX MALMEHTOB C ManonaTnyec-
KO Xenya04koBom Taxukapamnen (53).

APUTMOrEHHASI BUCMIA3MSA NPABOIO XXENYAOYKA

ApuTMOreHHast Ancnnasus NPaBoro Xenyaoyka NPUBOAUT K XeNyA04KOBbIM Taxukap-
IVSIM, MPOUCXOAALLMM 13 NMPABOro Xenyaoyka, 0 YeM CBMOETENbCTBYET UX MOPGhOorus
Tna 610Kaabl NeBOI HOXKM Nyyka [Mca. 3TO COCTOSIHME MOXET NepeaaBaThCs B CEMbE.
[wnarHos nogo3pesatoT No MopdONOrnM Xenyao4KOBON Taxukapauv 1 npu obHapyXeHun
aHoManuii MPaBOro Xenyao4yka Ha axokapauorpamme. MNpu 3ToM COCTOAHUM CEPbE3HbIe
OTKJIOHEHWS OT HOPMbI HABMIOAAIOT NPU UCTIONL30BAHUN CUTHA-YCPEOHEHHOW 31eKTPO-
KapauorpaMmel. JuarHo3 noATBEPXAaloT MeTOA0M MarHUTHO-PEe30HaHCHON BM3yanunsa-
LMK cepaua, KoTopas MO3BONSET BbISBUTL OTNIOXEHME XMpPa B CTEHKE NPaBOro Xesnyaou-
Ka. 3TO BaXHasi NPUYMHA NOTEHLMANBHO daTasibHbIX apUTMMIA Y MOOAbIX B3POCbIX JIULL
1 geTei 6e3 o4eBMaHbLIX U3MEHEHUIA MPaBOoro Xxenyaoyka. CpeacTeoM Beibopa SBASETCA
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nMmnnaHTauus gedwbpunnsatopa (55). AHTMapMTMUYECKME NpenapaTtbl UCMOb3YIOT Npu
HaM4MM BO3BPATHBIX PaspsiaoB aebmbpunngtopa.

TMNEPTPOMUYECKAS KAPAMOMMUONATUS

XKenynoykoBele apuUTMUM SBASIKOTCA CYLLECTBEHHON NPUYMHOM CMEPTHOCTU NauneH-
TOB C rMNepTpodUYECKOn KapanommonaTnein. PUck BHE3aNHOM CMEPTU BbiLLE Y NALMEH-
TOB C HAJIMYMEM B aHAMHE3€E CMHKOME NMBO CnyvaeB «BHE3AMHOM KapamanbHON CMEPTU» Y
POACTBEHHMKOB NepBo cTeneHun. O4eHb cneunduyHbLIM NPU3HAKOM SBASIETCS CMHKOME B
aHaMHe3e. Y naumeHToB 6e3 Takux 0COOEHHOCTEN ANs YTOYHEHMS prUcka BHE3aMNHOW Kap-
OvanbHOM CMepPTN MOXET MCMO0Mb30BaThCH AN1eKTPODU3MONOrM4eCcKoe ncecnegosaHume. No-
Ka3aHo, 4TO aM1OLAPOH YMEHbLLAET BEPOSATHOCTb HEYCTONYNBOW XENYL04KOBOM Taxmkap-
OVu; ero posb 4s1 CHUXXEHUS pyUcka BHE3aNHOM CMepPTH Y AaHHOWN KaTeropum naumeHToB
yCTaHOBJIEHA HELOCTATOYHO. [Py HaNNYMK LOKYMEHTUPOBAHHOM YCTOMYMBOM XENYO04KO-
BOW TaxumKapamum nnbo ee MHAYLMPOBAHUM NPU SNeKTPODU3N0I0rMYECKOM NCCNEeA0BAHNN
HeobXoaMMo MMNNaHTUpoBaTh aedubpunnartop (56). MpodunakTnyeckoe NpUMeHeHne
UMMAaHTUPYEMOro AedbnbpunnaTopa PEKOMEHIYIOT NauuMeHTam C runepTpoPuyeckoi
KapavomuonaTuer 1 puckoM BHe3anHow cmepTtu. Hanbonee cneumduyHbiM GakTopomM
pucka sBNSIeTCS CEMENHbIN aHaMHEe3 BHE3AMHON CMEPTX B MOI0A0M BO3pacCTe.

n UPYIT-TAXUKAPOUSA

ATOT TEPMUH MCNONbL3YETCS AN ONUCaHMS MOMMOPPHOI XENYO04KOBOI Taxmkap-
ammn ¢ komnnekcamm QRS, KOTOpble MPOrPECCUBHO M3MEHSIOTCSA MO aMMIUTYAE U MOP-
donoruu, c noseneHnem «n3rnba» ocu genonapusaumm. O6b4HO 3Ta hopma Taxmkapaum
acCoUMMPYETCS C CMHAPOMOM YAJIMHEHHOr0 nHTepBana QT. Y naumeHToB ¢ NpuobpeTeH-
HbIM CUHAPOMOM YANMHEHHOrO MHTepBana QT cnenyeT NPUNOXUTb BCE BO3MOXHbIE YCU-
NN NS BbISBNEHNS 1 YCTPaHeHWs1 GOHOBOW NPUYUHBI. BaxxHO NoapO6HO OLLEHWTL NPeabl-
OyLMiA NpMeM MpenapaToB M OTMEHWTL Nilobble Npenapatbl, KOTOPblE MOTYT YAAMHUTbL
nutepsan QT. CHayana MCcnonb3yloT BHYTPMBEHHO MarHuiA, 3aTeM — MNPeACcepPaHYo Un
XENYyA0YKOBYIO CTUMYJISILMIO C BBICOKOW 4aCTOTON. Y MAUMEHTOB C NUPYST-Taxukapauen
1 HOpMasibHbIM MHTEPBaNioM QT Ana nevyeHns BO3BPATHLIX apUTMUIA MOTYT NOHAOA00UTb-
CSl aHTMapUTMMYEeCKMe nNpenaparbl. MCnbITbIBANUCh NA0KANH, MEKCUNETUH, GEHUTOMH U
npenaparbl, OTKPbIBAIOLLIME KANMEBbIE KaHanbl. YXYALINTb TEHEHNE aPUTMUM MOTYT aHTU-
apuMTMUYECKME Npenaparsbl, yoauHsiowme nHtepean QT, B 4yaCTHOCTK, klacca la (npoka-
nHamug) v lll (cotanon n ammogapoH). Y nauneHToB C BPOXAEHHBIM CUHAPOMOM YA N-
HeHHoro uxrTepsana QT ucnonsb3oBannch B-6nokaTopsl, yaaneHe 38e344aTbiX FaHMMEB,
KapaMoCTUMynaums U MnnaHTaumsa aepubpunnatopa. OnncaHsl MHOTME TUMbl CUHOPO-
Ma yaAMHEHHOro MHTepBana QT 1 KaHanoB, MPUHMMALOLLMX yHacTne B ero passutun. Y
nauMeHTOB C CMHOPOMOM yannHeHHoro nHtepeana QT BcneacTeune aedekta HaTPMEBOro
kaHana (TpeTtuii Tun QT-cnHAPOMA) NoKa3aHo, YTO BIOKATOP HAaTPMEBLIX KAHANOB MEK-
cuneTuH HopManuayeT nHtepsan QT (57). HepaBHO 06HapYXeHO, YTO Kanuii yMeHbLIaeT
ONnTenbHOCTb MHTepBana QT 1 BEpPOSTHOCTb BHE3AMHON CMEPTU Y NALMEHTOB CO BTOPbLIM
Tunom QT-cmHapoma. OgHako B HACTOSILLEE BPEMS BAVSIHWE NPENapaToB Ha CMEPTHOCTb
y MALUMEHTOB C CMHOPOMOM YAJIMHEHHOrO MHTepBana QT elle He YyCTaHOBNEHO, a Y CUMI-
TOMHbIX MAUMEHTOB HEOOXOAMMO MCMONbL30BAaTb MMMIAHTUPYEMBIA AePUOPMNNSTOP.
CnepyeT NpoBECTU CKPUHUHT BECCUMMNTOMHBIX Y/IEHOB CEMBMU.

CuHapom Bryrapa

CuHopom Bpyrapa npencraensieT coboit yHacnenoBaHHOE COCTOsIHME, KOTOpoe fB-
NSIETCA BaXHOM NPUYNHOM BHE3AMHON KapanaabHON CMEPTN Y NALMEHTOB CO CTPYKTYPHO
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Hen3ameHeHHbIM cepauem (58). Kaptuna SKIT Ha CMHYCOBOM putMe — TunuyHas. Ha-
6niogaloT aneeaumio cermeHta ST B oTBeaeHusIx oT V1 oo V3, ¢ 61okafoi npaBoi HOXKK
nyyka Mica. MameHeHmss ST MOryT ObiTb NPEXOAALLMMUN 1, ECAN UX HET B NOKOE, Aema-
CKMPOBATbCA MYyTEM HA3HAYEHNS aHTMAPUTMUYECKMX MPenapaToB knacca | (6nokaTopos
HaTpPUEBbIX KaHanoB). ATV NMUA UMEIOT MOBbILIEHHbIA PUCK NOAUMOPQHON Xenynoy-
KOBOW Taxukapamu, KoTopas MOXET MPOSIBASTLCA CUHKOME U MPOXOAWUTb CaMOCTOs-
TENbHO NMMBO NPMBOAUTL K BHE3AMHOWM KapamaibHON CMEPTU MPWU OTCYTCTBUM CMOHTaH-
Horo npekpaweHns. Cuigpom bpyraga yHacnegyetcs B ceMbe y 50-60% naumeHToB
C ayTOCOMHbIM TUNOM HacnefoBaHus. OH BO3HMKAET Ha GoHe MyTaumm reHa SCNASA,
KOAMPYIOLLErO HAaTPUEBLIN KaHan B cepLe Yenoseka. [1py oTCyTCTBUM NeYyeHns CMepT-
HOCTb NAaLUMEHTOB C CMHAPOMOM Bpyraga n cumnToMamu aenseTcs Bbicokor (10% B roa,).
NmnnaHtupyemble edmnbpunnatopbl — 3T0 €OMHCTBEHHOE 3 dEKTMBHOE CPeacTBO
NPeLoTBPALLEHNS BHE3AMNHON CMEPTU, @ aHTUAPUTMUYECKME npenapaTbl HE UrpatoT HK-
kakor ponu. BegeHne 6eccumnTomHbIX nnl, ¢ Yyeptamm KT, HanOMUHAKOLWMMK CUHEPOM
Bpyraga, octaetcs HeonpefeneHHbIM. MpennaraloT ycTaHaBAMBaTb 3TUM NauueHTam
UMMAAHTUPYEMBIA ePUOPUANSTOP, ECAN NPW NPOrPaMMUPOBAHHON CTUMYNISILIN NHAY-
LMPYETCS YCTOMYMBAS XEeyL04KoBas Taxmkapoms.

BPAOVUAPUTMUUN

BeneHune naumeHToB C 6pa,ﬂ,l/lapI/ITMI/IF|MI/I BKJIO4aET NPUHATNE KPUTUYECKOIO peLle-
HMA 06 UMNnaHTauum BPEMEHHOIo nMnn NOCTOAHHOIr0 KapanocTnmMynaropa. MNokasaHus kK
KapanoCTumMynaumm 3aBUCAT OT 3TUONIOTNNA 6pap,|/|ap|/|TM|/|v|.

BpemeHHas KapanoCcTuMynayus

YpesBeHO3Haa WM 4pPeckoxHas KapauoCTUMYASILMS BbIMOMAHAETCS OJ19 OKa3aHus
HeMe[NeHHON NOMOLLUM NaLUMeHTaM C XM3HEHHO onacHoi bpaavkapameit. Mpn Hanuuum
CUHKOME, TMNOTEH3UN NN CEPAEYHOW HEAOCTATOYHOCTM M Koraa GoHoBas npmynHa bpa-
avkapoum He MOXeT ObiTb YCTpaHeHa HeMedJIeEHHO, cnedyeT YCTaHOBUTb BPEMEHHbIN
KapamocTuMynaTop. MHoraa Ha poHe YCToMYMBOI BpaanKapanmn BO3HUKAIOT Xenya04Ko-
Bble apUTMUK; YCTAHOBJIEHNE KapPOMOCTUMYNSTOPA STUM NMaLMeHTam MOXET NPUBOONTL K
NoAaBSIEHNIO TakUX apUTMUIA,

Mpwn ocTpom nHPapkTe Mnokapaa peLleHme 06 UMnIaHTauum BPEMEHHOIO Kapamo-
CTUMYNSATOPA 3aBUCUT OT JloKanuaaumm nHbapkTa Mmokapaa U Hannyns paHee BO3HUK-
Lero 3aboneBaHnsl NPoOBOASLLEN CUCTEMbI cepaua. AB 61okaga y naumMeHTOB C HAXHUM
nHdapKToOM M1MoKapaa 00bIYHO NOKaNM3yeTca Hag, Nyykom Mca, accoummpyeTcs C y3KUM
komnnekcoMm QRS, npoTekaeT 63 remoaMHaMUYeCKUX PaccTPONCTB, OTBEYAET Ha BHY-
TPUBEHHOE BBELAEHME aTPONMHa U ABASETCA TPAH3UTOPHON. BpeMEHHbIN KapanoCTUmy-
NATOP YCTaHABAMBAIOT, TOJILKO ECNIM HACTOTa CEPAEYHOro putma Huxe 40 yaoapoB B MUHYTY
NN eCcnn MMEIOTCS CUMMMTOMbI HA3KOMO CepaeyHoro Bbibpoca, accoumMmMpoBaHHON CTe-
HOKapAUW MK NOBbILLIEHHON BO30GYAMMOCTU M1okapaa. Hannuve ctabunbHOro Beickanb-
3bIBalOLLIErO PUTMA 0ObIYHO UCKIKOYaeT HEOOXOAUMOCTb BO BPEMEHHOI KAapAMOCTUMYNS-
Ly, Y 60nbLUMHCTBA 3TMX NaumeHToB AB NpoBeaeHMe BOCCTaHaBAMBAETCS, XOTS NEPUOL,
BOCCTaHOBJIEHMS] MOXET 3aHMMaTb A0 2 HeAenb. Y NaumMeHToB C nepeaHuM MHPapkTom
Muokapaa AB 6nokapa oOblMHO BO3HMKAET Ha YPOBHE Huxe nydvka Mmca. Benepctsume
atoro komnnekc QRS 06bIMHO LUMPOKMIA, @ BbICKaNb3bIBAOLLME PUTMbI — MELJIEHHbIE
N He 0TBeYaloT Ha BBEOEHME aTponuHa. Y TakmMx NaumeHTOB 4acTo MMEETCS OOLUMPHBIN
NMHGpAPKT MMoKapaa U accouMmMpoBaHHas HaCOCHast HeJOCTaTOYHOCTb. MOCKONbKY NpPo-
rpeccupoBaHue 4o nonHo AB 6nokaapl HesaBucuMo obycnoenmBaeT 3a601eBaeMoCTb
N CMEPTHOCTb, HEOBXOAMMO CPOYHO BLIMOMHSATL BPEMEHHYIO KapamocTumMynaumio (59).
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JOCTYNHOCTb YPECKOXHBIX CUCTEM KapAMOCTUMYASLUM 0ByCnoBuna paclunpeHme
nokasaHuin ans BPEMEHHOW KapOMOCTUMYNSLUMM WU CHUXEHME MOTPeBHOCTU B TpaHC-
BEHO3HOW kapamocTumynsaumn. NokasaHus ans NpUMEHEHNst YPECKOXHbIX 31eKTPOO0B
npveeneHsl B Tabnmue 8. YpeckoxHble NerncMeikepHble CUCTEMBI MOOX0AaT ans obecne-
YEHWSt BDEMEHHOIN KapaMOCTUMYNSLMM MPU OCTPOM MHPAPKTE MMOKapaa, 0COOEHHO npu
OTCYTCTBUM NOTPEOHOCTM B HEMEANEHHON CTUMYNSALMM 1 YMEPEHHOM PUCKE NPOrPeccu-
poBaHusi 0o AB 6nokaapl. OHaK0o YPECKOXHASA KAPANOCTUMYNSLIMSA MOXET Bbl3blBaTb ANC-
KOM@OPT, 0COOEHHO NPW AJINTENIbHOM €€ NPOBEAEHUN, N NMO3TOMY MOXET NPUMEHSATHLCS
TOJIbKO C NPOGUNAKTUYECKON LIENbIO N BPEMEHHO. TPaHCBEHO3HbIN 3NEKTPOL UCMONb3Y-
0T Y NaUMEHTOB, KOTOPbIM TPebyeTcs ANnTeNbHAs KapaAMOoCTUMYNALMS, a TakKe TaKOBbIM
¢ 30-40% BepOSTHOCTLIO NOTPEOHOCTU B ANUTENLHOMN KapamnocTuMmynaumm (60).

AHTnaputmunyeckne npenapatbl, $-610katopbl, 6110kaTOPbl KanbUMEBbLIX KaHAOB,
OWUrOKCUH, PE3EPNMH 1 NapacMMnaToMMMETUYECKME CPeacTBa MOryT NpMBOAMTL K Bpa-
avkapaum, ocobeHHO y NauMeHTOB C peakuusiMi UOMOCUHKPa3un 1 3aboneBaHusaMu
npoBoAALLEl cucTembl cepaua. MNMpu NpMMeHeHUN 3TUX NpenapaTos Opagnkapans Mo-
XET BO3HWNKATb Aaxe NPy HU3KUX YPOBHSX B KPOBU. BpeMeHHas CTUMYNSUNS MOXET Tpe-
6oBaTbCs Ha Nepuop, AeNCcTBMSA NpenapaTta un o 6nokMpoBaHna addekTa npenapara.
Ecnum cywectByeT noTpebHOCTb B MOCTOSIHHONM Tepanvu 3TMMK npenapaTamMu, Kak B Ciy-
Yyae C aHTUapPUTMUYECKUMUN CPELCTBAMM OJ19 IeHEeHNS XeNyA04KOBbIX apUTMUIA, NoKasaHa
NMOCTOSIHHAs KapaAMOCTUMYNALMS.

MpodunakTnyeckas BpeMeHHas KapanocTumynsaums TpebyeTcs B nabopaTopun ka-
TeTepusauumn cepaua npu HanM4Mn prcka BO3HUKHOBEHWS BO BPEMSI MpoLLeaypbl MONHOM
6nokagpl cepgua. MaumeHtam ¢ GoOHOBON BNOKaAO0N NEBOI HOXKM Nyyka Mca anekTpon,
BBOOAT BO BpPeMs KaTeTepusaLmm npasbix OTAENO0B cepaua. Ero tTakxe MCnonb3yloT BO
BPEMS onpenesieHHbIX BMELLATeIbCTB B NMPaBY0 KOPOHAPHYIO apTepUio, MPU HANNYUKN pUC-
Ka ANUTENbHON nemun. BpemeHHON OBYXKamMepHOW KapanoCcTUMYNSLMM OTAAOT Npes-
noyTeHVe y NaumMeHToB ¢ Bpaamkapanein u HenoaaTAMBLIMU XenyaoHKamu, Hanpumep,
npu rmnepTpoprYecKoin KapamoMmonaTum, CepaeyHoO HefoCTaTOYHOCTU, OOLLMPHBIX
NMHpapKTax MMOKapAa, a Takxe nNpuv reMoAMHaMUYeCKMX HapyLLEHMSX NOCe Kapanoxu-
PYypruyeckmnx BMeLwaTenscts (61).

MocrosiHHas kapanoCTUMYNaLNS

B tabnuue 9 npmBedeHsbl Noka3aHna O YCTaHOBAEHUS NOCTOSIHHbIX KAPAMOCTUMY-
NATOPOB Y NaUMEHTOB ¢ 6J10kagamm cepatia v 3a60/1eBaHNsIMIN CUHYCOBOIO ¥3/1a B COOT-
BETCTBUM C 06HOBNEHHbIMM B 2002 roay pekomenaaumsamm ACC/AHA/NASPE no nmnnaH-
Tauum aHTUAPUTMUYECKIMX YCTPONCTB (52). HecMoTps Ha 3T pekoMeHaaumnn, peLLeHne 0
BBELEHMM KapONOCTUMYNSATOPA 3aBUCUT OT HECKOJIbKMX AONOSIHUTENBHbIX $HakTopoB. [Jo
UMMAAHTaLUN KapAMOCTMMYNATOPa HEOOX0AMMO UCKOYMTL 0BpaTMMble NPUYMHBLI Bpa-
avkapaum (6onesHb Jlaima, rmnepearoToHMIO, Npenapartbl, MeTabonnyeckmne 1 aNeKkTpo-
NUTHbIE PacCTPOCTBa). B kayecTBe 06LIEro NpUHLMNA NOCTOSHHASA KapANOCTUMYNALMS
BbINONHAETCS Aaxe 6eccUMNTOMHbIM NauueHTaM ¢ NoJsIHoM 6nokaaol cepaua, nepeme-
Xatolencs 6Gnokagon HoxkK, a Takxe AB 610kanoi BTOPOIA CTENEHW B COYETAHMM C ONO-
KaZl0 HOXKM.

N3onnpoBaHHas AB 6nokaga nepBoii cTeneHy 00bluHO 0BycnoBfieHa 3a4epXKoi
npoeenexust B AB y3ne BCneaCTBUE YCUIIEHWNS BaryCHOr0 TOHyCa Win MeAMKaMEHTO3HOW
Tepanuu. Y NaumeHToB CO 3HAYUTENLHO YAJIMHEHHBIM UHTEPBaNOM PR cMMNTOMbI MOTYT
BO3HMKATb BCNEACTBME 3a4EPXKMN OTKPbITMS AB knanaHoB, 1 NO3TOMY A7 HUX NOne3Ha
[BYyXKamepHasi kapaumoctumynsums ¢ ¢usmonorvyeckonn AB 3apepxkoii. AB 6si0kana
nepBovi cTeneHn ¢ 61okaaoin NeBoi nnm NPaBoin HOXKW, 0COBEHHO Ha4aBLLIASICA HeaB-
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TaGnuua 8
Moka3aHusa ANng UMNAaHTaLUN YpeCKOXHbIX SJIEKTPOAOB U ANEKTPOAOB AN aKTUBHOMN
(TMna gemaHp) YpecKoXHON KapANOCTUMYISLMKM NPU OCTPOM UHaPKTe MUOKapAaa
(pekomeHpauumn ACC/AHA)

Knacc | (nmetoTcsa fokaszatenscTsa u/unm obLuee cornacue, YTo AaHHas npouenypa uan MeToz NeyeHnst
nonesHbl  3GdEKTUBHBI).

1. CuHycoBas 6paaunkapams (4actota MeHee 50 cokpaLleHuil B MUHYTY) C CUMNTOMaMM MNOTEH3UN
(cmucTonuyeckoe apTepuanbHoe aasneHne meHee 80 MM PT. CT.), KOTOpast He OTBEYAET Ha
MELMKaMEHTO3HYIO Tepanuio.

2. AB 6nokapga BTopoit ctenenu tmna MobuTu I.

3. bnokaga cepaua TpeTbe CTENEHMN.

4. BunatepanbHas 610kaaa HOXKU (anbTepHMpyioLias 6aokana HoxkM, b0 6nokaaa NPaBo HOXKN U1
nepemMexatowiascs 61okaaa nepesHen 1 3aaHelt BeTBel 1eBoin HOXKM nyyka Mica, He3aBUCUMO OT
BPEMEHM Hayana).

5. HoBonpunobpeTeHHas 1Mb0 ¢ HeonpeaeneHHbLIM BpEMEHEM Havana 6510Kkaia NeBOW HOXKM, IEBOV HOXKM
1 nepenHen BEeTBI NEBON HOXKK, NPABO HOXKM 1 3aHEN BETBW NEBOI HOXKN.

6. Bnokazia NpaBoil HOXKM UK NIEBOI HOXKM 1 AB 610Kkaia NepBOli CTENEHMU.

Knacc Il (nmetoTca npoTrBopeymnBbIie 40Ka3aTeNbCTBA U/UN PACXOXAEHNE MHEHMWI B OTHOLLEHUW NONb3bl/
9P bEKTMBHOCTM NPOLIEAYPLI UK NEHEHNS).

Knacc lla (Bec nokasaTtenbCTB/MHEHWNIA CBUAETENBLCTBYET O NOMb3e/3PPEKTUBHOCTI).

1. CtabunbHas 6pagvkapams (CMCTonmyeckoe apTepuansHoe aasnexHune 6onee 90 MM pT. CT.,
6e3 reMoAMHaMMNYECKNX HAPYLLEHWIA MK C HAPYLIEHWUSIMI, KOTOPbLIE OTBEYAIOT Ha HaYaslbHYIO
MeAVIKaMEHTO3HYIO Tepanuio).

2. HoBonpuo6peTeHHas nnbo ¢ HeonpeaeneHHbIM BpeMeHEM Havasna 61okafa npaeoi HOXKK nyyka Mca.

Knacc llIb (6onee cnabble noka3atenbCcTBa/MHEHNS O NOSb3e/3DPEKTUBHOCTN)
1. HoBonpuobpeTeHHas nnbo ¢ HeonpeaeneHHbIM BpeMeHeM Havana AB 6iokaga nepBoii cteneHu.

Knacc Il (umetoTcsa nokasatenscTsa u/vnu obLiee cornacue, YTo npolenypa/MeTon NeHeHuns He
SBNSHOTCS NONE3HLIMW/3DDEKTUBHBIMI U B HEKOTOPbIX Cy4asx MOMyT ObiTb BPEAHLIMY).
1. HeocnoxHeHHsbI ocTpbiii MM 6e3 npru3HakoB 3aboneBaHns NPOBOASILLEN CUCTEMbI CepaLa.

PekomeHgaLmm rno BPEMEHHOM TPAaHCBEHO3HOM KapANOCTUMYSLMA TPV OCTPOM MHpapPKTe Muokapaa.

Knacc | (nmetoTcsa fokasatenscraa u/unm obuuee cornacue, YTo AaHHas npoueaypa uam MeToz, eyeHnst

nonesHbl U 3GPEKTUBHbI).

. Acnctonus.

. CumnTomHas 6paamkapamns (Bkioyas CMHYCOBYIO Bpaavkapamio ¢ runoTeHavein n AB 6nokany BTopoi

CTenexun Tuna | ¢ runoTeH3ven, KoTopas He OTBEHAET Ha aTPOMKH).

3. BunateparnbHas 610kafa HOXKM (NepemexatoLascs 61okana HoXKU 6o 6110Kkaaa NPaBoV HOXKM C
nepemMexatowieiics 6nokanoi nepegHeli b0 3apHel BETBY NEBOI HOXKM) (Ntl0601 BO3pacT).

4. HoBonpunobpeTeHHas 1Mbo ¢ HeonpeaeneHHLIM BpEMEHEM Havana budacumkynspHas 6nokana
(6nokapa NpaBoii HOXKM C NepemexaioLLerics 61okafol nepenHen MO0 3aiHeN BETBM NIEBOIN HOXKH,
nnbo 6nokaaa nesoli HOXKK nyyka Mca) ¢ AB 610kaaoit NnepBoii CTeneHu.

5. AB 610kaga BTOpoii ctenenm Tuna Mobut Il

Knacc Il (nmetoTcsa npoTmBopeyuBbIE A0Ka3aTENbCTBA U/UNN PACXOXAEHNE MHEHWI B OTHOLLEHUM NONMb3bl/
3bGEKTMBHOCTY NPOLEAYPLI AN IEYEHUS).

Knacc lla (Bec poka3aTenbCTs/MHEHWI CBMOETENBCTBYET O N0Sb3e/3hPEKTUBHOCTH).

1. Bnokapa npaBoit HOXKW 1 6iokaaa nepenHein Mo 3aaHein BETBM NeBOI HOXKM (HOBast IMbO
HeonpeaeneHHon 4aBHOCTH).

2. Bnokaga npaBoit HoxkK ¢ AB 61okanoi nepsoli CTeneHu.

3. Hoast nnbo HeonpeaeneHHon LaBHOCTY Gnokazia NeBOM HOXKH.

4. HenpepobiHas XT, a4na npeacepaHon nnm Xenya04koBoin NoAaBasiowen CTUMYNSLMN,

5. Bo3BpartHble CMHYCOBbIE Nay3bl (6osblue 3 C), Npu OTCYTCTBMK OTBETA HA BBEAEHWE aTPOonHa.

Knacc lIb (6onee cnabble nokasaTensCcTea/MHEHNS 0 NOb3e/3hGEKTUBHOCTM)
1. BudacuukynspHas 6nokaga HeonpeaeneHHon [aBHOCTU.
2. HoBasi unv HeonpeneneHHo AaBHOCTM U30AMPOBaHHas 6nokafa NnpaBoii HOXKM nyyka Mca.

Knacc Il (umetotcsa nokasatenscrsa u/vnu obLuee cornacue, YTo npolenypa/MeTon eHeHns He
SBNSHOTCS NONE3HLIMW/3DDEKTUBHBIMI U B HEKOTOPbIX CydYasix MOMYT ObiTb BPEAHLIMY).

1. AB 6510kaa NnepBoli CTENEHN.

2. AB 6nokafa BTOpoii cTeneHn Tuna | ¢ HopmanbHOW reMoavHaMUKON.

3. YCKOpEHHbIN NAMOBEHTPUKYNSPHBIA PUTM.

4. bnokaza HoXKM Unn dacumkynsapHas 6aokaaa, BO3HMKLWas [0 octporo VM.

N —

AB — aTpnoBeHTpurKynsapHbl, XT — xenynoykosas Taxvkapams, UM — nHdapkt Muokapaa.



Paspen 17 / lleueHue aputmuii cepaua 391

Tabnuua 9
Moka3aHue ANng yCTaHOB/IEHMS NOCTOSHHOrO KapauocTuMynaTopa

A. lNoka3aHus Anis yCTaHOBIEHWSI TOCTOSIHHOMO KapANOCTUMYISITOPA npy NProbpeTeHHOM
aTPUOBEHTPUKYISPHOM 610Kaze Y B3POC/bIX (CM. onpeneseHns Knaccos B Tabnmue 8).

Knacc |

1. AB 6nokapa TpeTbel CTeneHmn 1 aaneko sawenwas AB 6n1okaaa BTOPO CTeneHn Ha niobomM
aHaTOMWYECKOM YPOBHE, aCCOLWMMPOBAHHAS C MOOLIM 13 CNEAYIOLLMX COCTOSHUIA:

a. bpagnkapaus ¢ cumnTomamu, BEpoSTHO, BeieacTeme AB Gnokapbl.

b. ApuTMUM 1 opyre MEOULMHCKIE COCTOSIHUS, TPEBYIOLLME NPUMEHEHNS NPENapaToB, KOTOPblE MOTYT
NPVBECTM K CUMNTOMHOW Bpagmkapanu.

¢. [loKkyMEHTMPOBaHHbIE NEPUOLBI aCUCTONMNM BONbLLE MK PaBHO 3 ¢, OO N0OOI BbICKaNb3bIBAIOLLNIA
pUTM C YacToToi MeHee 40 yaapoB B MUHYTY Yy 60APCTBYIOLLMX NALMEHTOB 6€3 CUMMTOMOB.

d. Mocne kaTeTepHoli abnsaummn AB coeanHeHuns. He npoBoamnock NCCneaoBaHuii Ans oLEHKM CX010B
6e3 KapaAOCTUMYAALLUW, U ee BCEraa NiaHUpPYIOT B 3TON CUTyaLmm, eCv NPOBOAYMON NPOLLEAYPOi
asngeTca moanoukauma AB y3na.

e. MocneonepaumnoHHasa AB 610kaga, KoTopasi, kak OXUAAEeTCsl, He pa3peLumnTcs nocne
KapAMOXMpPYypruyeckoro BMeLLIaTeNbCTBa.

f. HelipoMbiweyHble 3aboneBaHuns ¢ AB 6n1okafoii, Takme Kak MMOTOHMYECKast MbllueyHast AncTpoodus,
cuHapom Kearns-Sayre, auctpoodus 3pba (nosc koHedHocTen — limb-girdle), nepoHeanbHas MbllLigyHas
aTpodms ¢ cumnToMamm nnm 6e3 TakoBbIX, MOCKOJbKY BO3MOXHO HENpeACckadyeMoe NporpeccupoBaHme
3abonesaHusi AB NpoBofsiLLeli CUCTEMBI.

2. AB 6nokazia BTOPOW CTENEHU, HE3aBMCUMO OT TWMa uam MecTa 6i1okafbl, C aCCOLMUPOBAHHOM
CUMMMNTOMHOI Gpasmkapanei.

Knacc lla

1. BeccumnTomHas AB 6i10kafa TpeTbelt CTeneHm Moboi aHaTOMUYECKO NoKanM3aLmm co CpeaHen
4aCTOTOW Xenyao4KoBOro pUTMa B coctosiHum 6oapcteoBanHus 40 yoapoB B MUHYTY unu 6onbLue,
0C0BEHHO Npu kKapanomeranuu n guchyHkumm JIXX.

2. beccumnTomHast AB Gnokapa BTopoii ctenenu ¢ yakumun QRS. Korna AB 6nokaga BTopoi ctenexm tuna ll
coueTaetcs ¢ Wwupokum QRS, nosiBnseTcs nokasaHue knacca | ans ctumynaumm.

3. beccumnTomHas AB 6nokaga BTopoit cTeneny Tuna | Ha ypoBHe nyyka [Mca unm Huxe, BbisiBNIeHHas npu
3NeKTPODM3N0NOrM4ECKOM NCCNEA0BAHMM MO NOBOAY APYrMX NOKa3aHuiA.

4. AB 6nokaza nepBoil CTENEHN C CUMNTOMaMM, MO3BOSIOLLMMM NOA03PEBATh «CUHAPOM KapaAMOCTUMYS-
Topa»r.

Knacc Ilb

1. BoipaxxeHHast AB 6nokana nepsoit ctenenu (>0,30 ¢) y naumeHToB ¢ aucdyHkumei JIK u cumntomamm
3aCTOINHOW CepAEYHOI HEAOCTATOYHOCTH, Y KOTOPbLIX Bonee kopoTkMin AB nHTepean obecneymsaeTt
reMoAMHaMUYeCcKoe yNyyLlleHne, O4eBUAHO, BCNEACTBME CHUXEHWS AABNEHUS HANOSHEHWS 1eBOr0
npeacepaus.

2. HelipomblwevHoe 3aboneBaHne, Takoe kKak MMOTOHUYeCKas MbllleyHas amcTpodus, cuHapom Kearns-
Sayre, aucTpodus Apba (nosic koHeyHocTen — limb-girdle), nepoHeansbHas MbllleyHas aTpodus
¢ noboi1 cteneHbto AB 6nokaabl (Bkiovas AB 61okany nepBoli CTenexu), ¢ cumntomamu unm 6es
TakOoBbIX, NOCKO/bKY BO3MOXHO HENPeAckasdyemMoe nNporpeccmpoBaHme 3abonesaHns AB nposoasiuen
CUCTEMBI.

Knacc lll

1. BeccumnTomMHas AB 6510kafa NepBoii CTENEHN.

2. beccumnTomHas AB 6nokana BTopoii ctenexu Tuna | Ha ypoBHe Bhille nyyka MNica (AB yana) nmbo
KOTOpasi TOYHO He BO3HMKAET Ha YPOBHE Myyka MMca nim HUXe.

3. AB 6n1okaaa, kKoTopas [0SXHA paspelunTbes, U/Unm ¢ Masnoli BEpOSTHOCTBIO peuuamnea (HanpuMep,
TOKCUYHOCTb NpenapaToB, 601e3Hb Jlaiima nmbo Bo BPEMS FTMMOKCKM NPU CUHAPOME HOYHOMO anHo3 B
OTCYTCTBME CUMMNTOMOB).

B. INoka3saHusa 1151 IOCTOSHHO KapAnOCTUMYISLIAN MY XDOHUYECKOM ABYX- N TPEXIy4KoBow G/i0Kaje.

Knacc |

1. NepemexatoLasics AB 61okana TpeTbeil CTeneHn.
2. AB 6nokapaa BTopoii ctenenu tuna ll.

3. NMepemexartoLascs 6rokaaa HoXKM nyyka Mca.

Knacc lla

1. CuHKone, He cBsi3aHHOe ¢ AB 6110kafol, Koraa UCKIIOYEHbI APYrMe BepOsTHbIE MPUYMHLI, B 0COOEHHOCTM
XENyaouKoBast Taxmkapamns.

2. CnyyaiiHo 06HapYXeHHOE Npu 3NeKTPOPU3N0NOrM4eCKOM UCCNEL0BAHNN 3HAYUTENBHOE YAJIMHEHNE
nHtepsana HV (100 mc) y 6ecCMNTOMHbBIX NaLMeHTOB.

3. CnyyaitHo o6HapyxeHHasi Npun 31eKTPOhU3MON0rM4eckom UCCNeaoBaHNM MHAYLMPOBaHHas
cTumynsumein bnokaga Huxe nydka fmca, kotopas He SBNsieTcs GU3N0NOrMYECKONA.
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Ta6nuua 9 (pogomxerHue)
MokasaHus ang ycTaHOBNIEHUS NOCTOSIHHOrO KapAUOCTUMYNATOPA

Knacc Ilb

1. HelipombiweyHoe 3a60neBaHve, Takoe kak MMOTOHMYECKas MbllleyHas AucTpodus, CUHAPOM
Kearns-Sayre, amctpocdus 3pba (nosc koHeyHocTen — limb-girdle) 1 nepoHeanbHas MbllleyHast
aTpodms ¢ Moboi cTeneHbIo 610Kkafbl HOXKM, C CUMITOMaMK Un 6e3 TaKOBbIX, MOCKOSbKY BO3MOXHO
Henpenckasyemoe nporpeccrpoBaHue 3abonesaHus AB npoBoasiLLe CUCTEMbI.

Knacc Il
1. Bnokaga HoXkuM 6e3 AB 6n1okafbl U CUMMATOMOB.
2. Bnokapa Hoxku ¢ AB 6510kaf0i nepBeoli cteneHn 6e3 CMMNTOMOB.

C. lNoka3aHus Ans KapaNoCTAMYSILMN Y NaLMEHTOB C 3a601eBaHNeM CUHYCOBOIO y3a.

Knacc |

1. ONCPYHKLUMA CUHYCOBOrO Y3na C AOKYMEHTUPOBAHHOM CUMMNTOMHON Bpaaukapaveit, BKntovas yacTble
CVHYCOBbIE May3bl C BO3HWKHOBEHMEM CUMMNTOMOB. Y HEKOTOPLIX NaLMeHTOB Opaankapans aBnseTcs
ATPOreHHON 1 BO3HMKAET Kak CNEeACTBME BAXHON AONTOBPEMEHHON MeAMKaMeHTO3HO Tepanuu, TMn un
0,032 KOTOPOW HE MMEIOT MPUEMIIEMON aNIbTEPHATMBbI.

2. CUMNTOMHasi XpPOHOTPOMHAs HeAOCTATOYHOCTb.

Knacc lla

1. AncdyHKLUMS CUHYCOBOrO y31a, BO3HMKAIOLLLAsA CMIOHTAHHO UK Kak CNeacTBMe HeobXxoanMon
NEeKapCTBEHHOW Tepanuu, C 4YacTOTON CepAeYHbIX CokpalleHunii MeHee 40 B 1 MuH, koraa yetkast
accoupaums Mmexay 3HayMMbIMy CUMITOMaMK, KOTOPble MOryT HabntoaaTbes Npy bpaaukapamn, u
[eiCTBUTENbHLIM Hannunem Gpaankapamm He LOKYMEHTMPOBaHa.

2. CuHKOMNe HeoOBLACHUMOrO NMPOUCXOXAEHUS, KOrAa 3HAYUMbIE HAPYLLEHWS GYHKLMM CUHYCOBOIO y3/1a
00HapyXMBaIOTCS MN MPOBOLMPYIOTCA NPY 31eKTPODU3N0NOrMHECKOM NCCNEeL0BaHNN.

Knacc Ilb
1. Y naumMeHToB C MUHMMAbHLIMM CUMATOMaMM, MPU XPOHUYECKOM YaCTOTE CEPAEUHbIX COKPALLEHWN B
cocTosiHum 6oapcTBoBaHUS MeHee 40 B 1 MUH.

Knacc Il

1. IncdyHKLUMS CUHYCOBOIO y3na y 6eCCUMNTOMHbIX NaLMEHTOB, BKIIOYAs TEX, Y KOTOPbLIX 3Ha4YMMast
CuHycoBas 6paankapams (4acToTa cepaeyHbx CokpalleHuii meHee 40 B 1 MUH) ABNSieTCA CneacTBueM
OJIUTENBbHON MEAMKAMEHTO3HOW Tepanuu.

2. AnchyHKUMS CMHYCOBOIO y3/a Y NaUMeHTOB C CUMMNTOMamMu, NOA03pUTeNbHbIMK Ha Bpaaukapauio,
KOTOpbIE YETKO AOKYMEHTUPOBAHbI Kak HE CBSI3aHHbIE C HU3KOM YaCTOTOM CEPAEYHbIX COKPALLEHMIA.

3. AncdyHKUMA CUHYCOBOrO y3na ¢ CUMNTOMHO Gpaankapaveli BCneacTeue 1ekapcTBeHHOM Tepanun, He
ABNSIOLENCA HeoOX0aNMON.

HO, OTPaXaeT HannyMe HapyLLIEeHNs NPOBOAUMOCTM HUXE Mydka [1ca. 910 nokasaHue ons
BBEOEHNS NOCTOSHHOMO KapaAMOCTUMYNSTOPa, MOCKOJIbKY BO3MOXHO NPOrpeccupoBaHme
o 6onee BbICOKUX cTeneHein AB 6nokaabl (62).

MpuAB 6510kae BTOPOW CTerneHn ypoBeHb 6110Kaabl HEBO3MOXHO onpeaenntb no 3K,
OpnHako npu AB 6nokaae BTopoit ctenexmn Tuna | ¢ HopmanbHbiM komnnekcoMm QRS 6no-
kaga 06bl4HO BO3HMKAET B AB y35ie 1 He ABNISIETCS NoKa3aHWeM A KapaAMOCTUMYSALMN.
AB 6nokapa BTOPOI CTeneHu, 0COGEHHO eciv OHa acCouMMpPOBaHa C PacCLUMPEHHLIM
komnnekcoM QRS, 06bI4HO BO3HMKAET HMXE Myyka MMca n accoummpyeTcst ¢ 3aboneBaHu-
€M NPOBOASALLEN CUCTEMBI CEPALA, ABNASCH NOKa3aHWEM A1 UMMaHTauMm NOCTOAHHOMO
KapamocTtumynatopa (52).

CvMNTOMBI Y NaumeHTa ¢ 3a60eBaHNEM CUHYCOBOIO y3/1a MOryT ObiTb 00ycnoBne-
Hbl Taxmkapauven, Gpagukapomen UM nux codetaHnem. Y naumeHToB MOryT BO3HMKATb
cepauebreHne, cnabocTb, rONOBOKPYXXEHWE UM CUHKOME. pUMEPHO TPEeTb NauWeH-
TOB C CMHAPOMOM CNaboCTV CUHYCOBOTO y3/ia MMEKT acCoUMMPOBAHHOE HapyLieHne AB
NPOBOAMMOCTH. [OCTOSIHHBIN KAPANOCTUMYASTOP CReayeT MMNAAHTMPOBATb TOLKO NP
HaNMYMKN NMPUYNHHO-CNIEACTBEHHONW CBSA3M Mexay Gpaaukapamei u cumntomamun. bec-
CUMNTOMHas cuHoatpuasnbHasi 6710kaaa Bbixoaa, CMHycoBas 6paankapans U CMHYCOBbIE
fay3bl He ABASI0TCS NOKasaHWEM Aa KapanocTumynaumu. Npw cunapome Taxvkapamm-
6paavkapamy npenaparsl MOryT ycyrybuTb 6paamkapamio. TMx NaumeHTOB Nyylle BCEro
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BECTW C MOCTOSIHHLIM KapANOCTUMYIITOPOM U C NMOMOLLbIO aHTUaPUTMUYECKOW Tepanuu.
AnekTpodM3nonornyeckoe nccnefoBaHne GyHKUUM CMHYCOBOMO Y3ia MOXHO Bbl-
NOMHATL Y nauneHToB 6e3 CMMNTOMOB BO Bpemsl MOAPOOHOr0 HEMHBA3UBHOMO MOHM-
TOPWHra, OOHAKO OHO MMEET HU3KYIO YyBCTBUTENBHOCTb. [pn CUMHAPOME CcnabocTu
CVHYCOBOr0Y3/1aBCe YaLLlle UCNonb3yioT ABYXKaMEPHYIO KAPAMOCTUMYNALMIO. HOBbIE MOKO-
NEHNS KapANOCTUMYNATOPOB UMEKOT PYHKLIMIO aBTOMATUYECKOr 0 MEePEKTIOYEHNS PEXNMA,
T.e. C MOMEHTa Hayana npencepLHoOn apuTMUN KapLMOCTUMYNIATOP M3MEHSIET PEXUM
CTUMYNSALMM C ABYXKAMEPHOW Ha Xenyao4koByio (63). B CeBepHoli AMepurke NpUMEPHO
46% NOCTOSIHHbLIX KapAMOCTUMYNSTOPOB UMMNAHTMPYIOTCS MO NoBoAy 3aboneBaHns cu-
HYCOBOro y3na. lNokasaHus Ans NPUMEHEHUS! MOCTOSHHON KapANOCTUMYSISILIAM B TIEHEHUN
NauMeHTOoB C CMHOPOMOM CNaboCTn CMHYCOBOTO y3/1a NpMBeAEHb! B Tabnumue 9.
HevipoonocpenoBaHHoe cuHKorne SBnseTcs GOpPMOI Ba3oBarasjbHOro CUHKOMNE, KOTo-
pOe BOCMPON3BOAMTCS NPU TECTUPOBAHNM HA MOBOPOTHOM CTONE. CUMATOMBI MOTYT ObIThb
0Y4eHb VHBaNUausnpytowmmMmn. Cnegyet HaunHaTb € Tepanuu -6nokatopamu, ousonupa-
MUOOM WM MUHEPASTOKOPTUKOMZAMU B MOHOTEPANUn UM codeTaHun. Y naumeHToB C
pedpakTepHbIMK K NpenapaTtam CUMATOMaMM 1 CYLLLECTBEHHbIM BKJ1aA0M bpaavkapauv B
BO3HWKHOBEHMWE CMHKONME NCMNONb3YIOTCA NOCTOSIHHbIE ABYXKAMEPHbIE KapaNOCTUMYNSATO-
pbl. NpuMeHeHe NOCTOSHHBIX KapaUOCTUMYNISITOPOB YMEHBLLUMNO YaCTOTY BO3HUKHOBE-
HUS1 CUHKOME, XOTS HEe CNOCOBHO NpeaoTBPaTUTL BCE CUMMTOMbI, OCOBEHHO Y MALMEHTOB
C CYLLECTBEHHbIM Ba304ENPECCOPHLIM KOMMOHEHTOM. Y NauMEHTOB C KapanouUHrnbutop-
HbIM TUMOM TMNEPYYBCTBUTENIBHOCTN KAPOTULHOIMO CUHYCA MOCTOSHHBLIE [BYXKamMepHbIe
KapanOCTUMYNSTOPbI YMEHbLUIAIOT YaCTOTY BO3HUKHOBEHWS 3NM304,0B CUHKONE.
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