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OnbIT NPYMEHEHNA aHTaroHKCTa peLenTopa SHA0TeNINHA
603eHTaHa B NEYEHNM NALMEHTOB C IETOYHON apTEPUANBHON

rmnepTeHsuen

YKOBOJMTEIDb OTAENA JIETOYHOM I'MIIEPTEH3UU U 3200/I€BA-
P HUH cepana MHCTUTYTAa KIMHIYECKON KaAPAUOIOTUN WM.

AJL MsicaukoBa OI'BY «HanimoHaIbHBIN MEIUITMHCKUN UC-
CJIE/IOBATEILCKUH LIEHTD KapAronoru» Munszipasa Poccun Jok-
TOP MEAUIMHCKNX HayK T.B. MapTBIHIOK HA4Ya/1a CBOE BBICTYILIE-
HHE C YIIOMUHAHMSA O TIPUCYTCTBYIOLIEM CETOAHA Ha (hapMalleBTH-
YECKOM PBIHKE OOMIMPHOM aPCEHANE JIEKAPCTBEHHBIX CPEACTB
crenuUYIeCcKo TEPANUH JIETOYHON aPTEPUAIBbHON THIIEPTEH-
3un (JIAD), BO3IEUCTBYIOIUX Hd OCHOBHBIE [TATOI'C€HETUYECKUE
MUIIEHHU — TUIEPAKTUBALIUIO CUCTEMBI HAOTENNHA- 1, IepunuT
3H/IOTEHHOTO OKCH/IA 430T4 ¥ IPOCTALUKINHA.

[Tpenapat poccuiickoi koMmnanuu «CoTekc» 603€HTaH, KOTO-
PBIiT OTHOCUTCA K KJIACCY aHTATOHUCTOB PELIENITOPOB SH/JOTENH-
HA, Ky[la KPOME HETO BXOJAT €IIE /1BA ITPenapata (aMOPU3EHTaH 1
MAI[UTEHTAH), 3A4HUMAET B 3TOM PAAY ZOCTOMHOE MECTO, O YEM
CBH/IETEJILCTBYET OIIBIT ETO MHOI'OJIETHETO IMUPOKOT'O UCHOJIb30-
BanuA 41 nedenus JIAI kak B Poccurickon ®enepanny, Tak v ps-
Jie cTpaH EBPasuiiCKOro COApPyKeCTBa.

[Tob6e0HOCHOE MIECTBUE OO3eHTaHa Ha4a10Ch ¢ 2001 1. moce
ONyOJIMKOBAHMA PE3YIBIATOB MUJIOTHBIX MCCIEAOBAaHUH Study
351 (12 uepm) [1] 1 BREATHE-1 (16 nen) [2]. C Tex nop 6bU10 1po-
BEJIEHO OOJIbIIOE KOJMUECTBO PAHJOMU3NPOBAHHBIX KOHTPOJIH-
pyembix uccnegosanuid (PKMN) 6o3enTana, smodas PKU npu JIAT
y nerert (BREATHE-3) 3], y 60JIbHBIX C BpDOK/ICHHBIMU TOPOKAMHU
cepana (BIIC), cunppomom dizenmenrepa (BREATHE-5) [4], y
6OJIBHBIX C PyHKIMOHAIBHEIM K1accoM (PK) IT (EARLY) [5] u apy-
TMX TONYJIANUAX OONBHBIX, MOATBEPAUBIINX 3(PHEKTUBHOCTD
JJAHHOT'O TIPEapara He TOJIbKO IPU JIEYEHUH WIHOIaTHYECKOM
sneroynont runeprensun (MIII), Ho u JIAI, BRI3BAHHON MHOXKe-
CTBOM IDYTUX ITPUYMH.

Creziyer NOUEPKHYTD, YTO IIPU U3y4eHUH 3(PPEKTUBHOCTH O0-
3eHTaHa B KauecTse JIAT-cnenupuyeckon TeEpauy yYUThIBATUCh
Pa3HOOOPA3HbIE MAPAMETPBI OLIEHKU MCXO/IOB TEPATIMU: BPEMA 10
KIMHUYECKOT'O YXY/IEHUs [1, 2, 5], TOIEPAaHTHOCTD K HATPY3KaM
(tect 6-MmuHYTHO XOABOBI — TOMX) [1, 2, 4, 6—8], reMorHaAMMYC-
ckue nokaszarenu (PK no BceMrpHOI OpraHusanuy 31paBooxpa-
uenws) [1,3-7,9, 10, 12], kauectso xusnu [6, 13, 14], ;aHHbIE 3X0-
Kapauorpacuu [6, 15] 1 ., 9TO TAKAKE OOGECIIEUUIIO BBICOKYIO JI0-
CTOBEPHOCTH pe3ynsraros PKH.

Jlanee TOKIaIImIia OCTAHOBUIACh HA PE3YNIBTATAX PAHHUX NCCIIE-
JJOBaHMM 603eHTaHa y naruenTos ¢ WL nposeaeHHbIX B THCTUTY-
Te KIMHUYECKOUN KapAronoruu um. AJI. MACHUKOBA 110[] PYKOBO/-
cTBOM FLE. Ya30B01, IOAYEPKHYB, UTO YK€ TOI/A ObLIA IPOAEMOH-
CTPUPOBAHA BIEUATIAIONAA 3(PPEKTUBHOCTD IIPENApaTa — MOCIE
12-HeAeNbHOrO KypCa JIEYEHU KAKIbII AT NAITUEHT, IPUHU-
MABIIUI OO3€HTAH B 103€ 125 Mr C yBenuueHueM ee 10 250 mr
uepes 3 ey (1-a rpynma) nnmm 250 mr (2-4 rpynmna), goctur @K1
(o neyenus npeobnaganu 6onpabe ¢ PKII - 37,1% u OKIII -
45,7%). Jns onjeHKH JuHAMUKA PK HCIomb30BaN MH/EKC OZIbIII-

ki 110 Bopry 1 TOMX. B o6enx rpymnax Ha6Io/1a1ach J0CTOBEP-
Has ITOJIOKUTEIbHAS JUHAMUKA TI0 OOOMM IIOKA3ATENAM: K KOHILY
jgedenusa (12 Hex) MHAEKC OABIIIKU IO bopry cHusuica ¢
2,78+0,5 no 2,06+0,3 (p<005) B 1-i1 rpymme u ¢ 2,81+0,5 10
1,93+0,3 (p<005) BO 2-i1 rpymie; Aucranius B TOMX yBennau-
Jach Ha 52,9 M (p<0,022) B 1-11 rpymme u Ha 46,4 M (p=0,031) — BO
2-11. OJJHAKO KOMIUIEKCHAs OII€HKA I'€MOJAMHAMUYECKUX Mapa-
METPOB IIPU TEPANTNN HO3EHTAHOM B PA3HBIX JO30BBIX PEKNMAX
110K432J12 JJOCTOBEPHOE YJIYUYIIEHUE BCEX IFEMO/IMHAMUYECKUX I10-
Ka3aTeJsIell TOJIbKO BO 2-I IPYIIIIE: CPEAHEE JABIEHUE B JIETOYHON
aprepun — IJIA (p=0,002), cepaeunsiii BbI6poc (H=0,04) u neroy-
Hoe cocyaucroe conporusnenue (p=0,007). B cnenyommuin aran
HUCCIIEI0BaHYs ObUIH BKIIOYEHBI 20 manueHTos ¢ WIT (9 — ¢ OKII
u 11 — ¢ ®KIII), KoTOphIE NPOAO/LKUIN JIeueHHE 603EHTAHOM B
nose 250 mr/cyr. COriacHO MOJIYYEHHBIM JJAHHBIM, 4epe3 6 MeC
JOITOCPOYHON Tepanuu 603enTaHoM OK I yranoch 1ocTudb y
15% manyenToB, a K KoHIy Jedenns (1513 mec) —y 30%. B cymme
Joms 60mpHBIX ¢ PK I 1 OKII K KOHITY UCCIEA0BAHMSA COCTABUIA
75%. IHTEPECHO OTMETUTD, UTO JIOCTOBEPHAA MIONOKATEIbHAL
anHamuka TOMX B 061I€H IPYIIIIE HAIMEHTOB OTMEYANACH YKE
4yepes 3 MeC U MPOJIOJIKAIA HAPACTATD, JOCTUTHYB K KOHITY UCCTIe-
Jgosanus (15£3 mec) +53 M. [ToMHUMO BBICOKOI 3(P(HEKTUBHOCTH
603EHTAH JJEMOHCTPUPOBAN OIArONPUATHBIN YPOBEHD IIEPEHO-
CHMOCTH, HE BBI3BIBAS 3HAYMMOT'O ITOBBIMICHUA YPOBHA TPAHC-
aMMHAa3 (T€NAaTOTOKCUYHOCTD) KaK TP MOHOTEPANUHY, TAK U B
KOMOHMHAINHU C cujeHaduIoM. ToJIbKO Y OHOTO NAIlUEHTA Ha-
6JII0/JA/TUCH STU30/IbI TOJIOBHOM 60N U 9yBCTBO Kapa B [IEPBbIC
2 CyT MOHOTEPAUH HO3EHTAHOM, HO OHHU HE IIPUBEIN K OTMEHE
snedeHus. HazHaueHne KOMOGMHUPOBAHHOU TEPANIUU HE TIPUBO-
JIUIO K CHHPKEHUIO YPOBHSA CUCTEMHOTO APTEPUANBHOTO aBJIe-
HUA U YBETMYEHUIO YACTOTBI CEPJIEYHBIX COKPAIIEHUI.

ITo ganHBIM POCCHIICKOTO PErUCTPa, HA CEIOAHAIIHNIM JICHb B
crpykrype JIAI-crienmduaeckon Tepanuu y 60mpHbIx ¢ WIT gona
MOHOTEPAINH COCTABIET 51%, 603€HTAH UCTIONB3YeTCy 13% ma-
uueHToB. Ho ecu B3a1h JIAT B 11€710M, TO Ha JIOJIO Cenuduye-
CKOH MOHOTEPANUK HPUXOAUTCS ke 61,8%, 2 603€HTaH MONTY-
vaioT oyt 1/3 (28,9%) 60mpHBIX ¢ JIAI' pa3HOH 3THOIOTHHL.

O6pamaer Ha ceOs1 BHUMAHUE EIIE OfINH MTOKA3aTeb 3(P(PEKTHB-
HOCTH IIPENAPATA: TOANYHAS BBLKUBAEMOCTD 60MBbHBIX JIAT, Kak JIT,
TAK ¥ ACCOITUMPOBAHHBIMU (pOpMaMu JIAL, OTy9aBIMX MOHOTEPA-
IHI0 O0O3EHTAHOM, 110 JAHHBIM AMEPUKAHCKOTO M (PPAHIIY3CKOIO
PErnCTPOB, COCTABIIIA 96%, TPEXJIETHSIS BBIKUBAEMOCTD — 86%.

PerpocnexkTuBHbIN aHaIN3 3PHEKTUBHOCTH 603EHTAHA Y 60JIb-
HbIX C JIAT, BBI3BAHHOH cUCTEMHOU cKiepoaepmuceii (CCL), KoTo-
pasg UMEET JOCTATOYHO AIPECCUBHOE TEUYEHHUE, TIOKA3A/I AHANIO-
TMUYHBIE PE3Y/BTATHL: IBYXTOINYHAA BEDKUBAEMOCTD ITAITUEHTOB C
JIAT-CCJ], mony4aBuimx 603€HTaH B KAYECTBE MOHOTEPAIINH, CO-
crasuna 71%. Kpome Toro, npuem 603€HTaHa IPUBOAMI K YMEHD-
HIEHUIO KOJIMYECTBA HOBBIX AUTUTATBHBIX A3B Y HAUUEHTOB ¢ CCJL
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B CpaBHEHUHU C I1anebo: Ha 38% vepes 12 uex (p=0,048) 1 Ha 30%
yepes 24 nex nedenus (P=0,035).

[To janHBIM POCCHIICKOIO PErucTpd, B Crpykrype JIAI' Ha BTopom
mecre nnocne WIT (40,9%) naxoparca JIAT, acCOLMUPOBAHHBIE C
BIIC (36,6%). Knuurdeckue hopmbl JIAT-BIIC BrIIO9aroOT:

* CUHJPOM DH3EHMEHTePa;

¢ JIAT-BIIC npu IpeuMyIeCTBEHHO CUCTEMHO-JIETOYHOM COpPOCE
KPOBY,

o JIAT, acconurpoBaHHAA C MAJIBIMU IePEKTAML;

¢ JIAT mocsie Xupyprudeckoit koppekuyu BITC.

I[Tpu nposeaennn JIAI-cnenuuIecKor Tepanmu y JAaHHONU KaTe-
TOPUM MALMEHTOB G03EHTAH HAXOAUTCA BHE KOHKYPEHIMU — B Ka-
YECTBE MOHOTEPANUM OH HCIOB3YETCs y 62% MaI[MEHTOB B
CPABHEHMUH C CHIIIEHA(DWIOM — Y 529% WU MALIATEHTAHOM — Y 28%;
KPOME TOT'0, 503€HTAaH XOPOIIO KOMIIOHYETCA C IPYTUMH IIpernapa-
TaMu (249%) Ipy IPOBEAEHUN KOMOUHUPOBAHHOI Tepanuu. Eciu
TOBOPUTD 06 OTAeNbHBIX BapuanTax JIAI-BIIC, TO B KauecTse MO-
HOTEPANUN OO3EHTAH TPUMEHAETCS Y 48% GOIBHBIX C CUHIPOMOM
Ditzenmenrepa, y 26% 60mbHbIX ¢ JIAT-BIIC — o c6pOcoM KpoBu
CJIEBA HATIPABO U pe3uyanbHol JIALL B cocTase JBOMHOM Tepanun
y 6071bHBIX C JIAT-BIIC Hanbosee 4acTbIM aPTHEPOM HO3EHTaHA
CcTaHOBUTCA cumieHadu (38%), y KOKIOro IeCATOroO MalleHTa
HCIIOJIb3YETCSl KOMOMHAIMS 603€HTaH + pronuryart. [Ipu pe3ujy-
apHOI JIAT 66% MaIreHTOB TPEOYIOT MPOBEACHUS TPOHOI JIAT-
crenupuIecKon TEPAUY, U B ITUX CXEMaX OO3EHTAH TAKKE sB-
JIAETCA «TOYKOH ONOPBI> U UCTIONb3YETCA B COUETAHUU C CUIJIEHA-
unom + mronpoct (50%) WiIm pUOIMIYaTOM + MIOIPOCT (33%).

B nWJI0THOM HCCJIEJOBAHUU IEPBOI'O POCCUIICKOT'O I'€HEPUYE-
CKOro 603eHTaHa — npenaparta boseHekc® — y marueHTos ¢ JIAT
OBbLIO MOKA3aHO, YTO 10 3(PPEKTUBHOCTH U 6€3011aCHOCTH bose-
HEKC® HE YCTYIIAeT OPUTHHAIBHOMY ipeniaparty [16]. B uccienosa-
HUE ObUIA BKIIOYEHBI 45 marueHToB ¢ JIAT, u3 Hux 35 —c il 7 —
¢ JIAT-BIIC (4 nanpeHTa ¢ MaIbIMU Ae(PEKTAMU MEKIIPENCEPAHON
WINA MEAOKENYIOYKOBOI IEPETOPOAKHU U 3 — € Pe3uyaabHOm JIAT
nocae kKoppekiuu npocteix BIIC crycrs 6onee yem 3 roza).
V 22 GONBHBIX BIEPBbIC MHUIIMUPOBAHA TEPANNS OGO3EHTAHOM
(bosenexc?, «Coreke», Poccus), y 20 — nepeBoj; ¢ OpPUTMHATBHOIO
603enTana (Tpaxmp®, Actelion, IIserrapust). CpeTHUN BO3PACT
[AIMEHTOB B IPYIIIE MHUIUAIUY Tepanuu (1-4 IpyIa) COCTaBUI
40,1+12,3 ropa, B Ipynne nepexkmodeHua (2-1 rpymnma) —
42,5£134 roga. B 1-i1 rpynme y 45% manmenTos ycranosnen OKII,
y 55% — ®K1IL; Bo 2-i1 rpyrmne — y 16% marmentos @K1,y 58% — OK
Ty 26% — OK III. Ha MOMEHT 3aBepIieHus JTedeHust (2442 Hepr) B
1-71 rpyrine 6bl1a BBIABIEHA MONIOKUTEIbHAA AUHAMUKA — 15% ma-
1ueHToB jocturan OK I, Bo 2-i1 rpyne — nokasarenu (pyHKIIHO-
HAJIbHOI aKTUBHOCTHU COXPAHATINCH HA YPOBHE TAKOBBIX [IO IIEPE-
KITIOYEHUA Ha NIPENapaT-reHepuK. K KOHIy HCCIe[0BaHusA B IPyII-
TI€ MHUIUAINY TEPANH JAUCTaHIus B TOMX yBenIu4maach Ha 43 M
(p<0,01), B rpymnme NepexIouYeHNs TAKKE OTMEYAJICH IPUPOCT
JUCTAHIAN, HO U3MEHEHHA HE JOCTUIIN JOCTOBEPHOCTH (H>0,05).

[Tpu npoBeIeHNN AXOKapAuorpacdun uepes 24 HeJ| Tepanuu B
1-11 rpynme GbUIN BBIABJIEHBL 3HAUUTEIbHOE CHIKEHUE YPOBHA

cucronnyeckoro JJIA (p<0,05), ymeHbIIEHUE TUIOIMA/IN TIPABOTIO

npeacepausa (H<0,05) Mo CpaBHEHUIO C KCXOAHBIM BUSUTOM. 10

JAHHBIM KATETEPU3ALIUN IIPABBIX OT/AEIOB CEPALIA K OKOHUAHMIO

HCCIEN0BAHMA (2412 HEJT) B IPYIIIE NHUIIUALIUN TEPATUU HAOTIO-

JAIUCH IOJIOKUATENbHbIE U3MeHeHus cpegHero JJIA, cpeanero

JABJICHUSA B IPABOM IIPEJCEPANN U JIETOYHOTO COCYAUCTOTO CO-

NpOoTUBIeHUA. OCTAILHBIE TOKA3ATEIN LEHTPAIbHON I'€MOJUHA-

MUKHM B 3TOU I'PYIIIE U IPYIIIE NEPEKTIOYEHNA HE JOCTUITIN CTATH-

CTHUYECKOH 3HAYUMOCTH. OCO60 CIeayeT OTMETUTb Gaaronpu-

ATHBII IPO(UIIb IEPEHOCUMOCTH Ipenapara bosenekc®, KOTo-

PBIiT B JAHHOM MCCIEIOBAHNUHN OBUT COTIOCTABUM C TAKOBBIM Y OPHU-

TMHAJIbHOIO Npenapara. Hanbosee yacTbIMu HEXKETATEIbHBIMU

ABJIEHUAMU B 1 1 2-11 rpynnax Oputn roaosHsle 6omu (9,1 u 10%

COOTBETCTBEHHO), NH(PEKIINN BEPXHUX JbIXATEIbHBIX IyTeH (9,1

u 10%), Hazopapuurut (4,5 1 5%) u npunuss (9,1 1 5%). 3a Bech

NepUOJ HAOMIOAEHNA TPAH3UTOPHOE IOBBIIEHUE YPOBHA NEYe-

HOYHBIX TPAHCAMMHA3 (ATAHUH- U ACIIAPTATAMUHOTPAHC(EPA3HI)

OTMEYANI0Ch y 9,1 1 5% nmanuenTos B 1 1 2-11 rpynmax COOTBET-

CTBEHHO, YTO OBIIO COIIOCTABUMO € aHAJIOTUYHBIMU ITIOKA3ATENSA-

MM IIPH JIEYEHUHA OPUTUHAIBHBIM OO3EHTAHOM.

B 3axmouenue oKk [9uIa OCTAaHOBWIACH Ha EBpa3uiicKux pe-
KOMEHZIALMAX 110 JiedeHUIO JIAT) OTMETUB, 4TO, COIVIACHO AAHHOMY
JOKYMEHTY, 603€HTaH UMEET BHICOKMH YPOBEHD JOKA3ATEIBHOCTH
Y 3TOH KaTeropuu O0bHBIX:

* B KAYECTBE HAYAJIbHON MOHOTEPAIIUU — KI1aCC [ A y AIMEHTOB C
@K II u I n xmacc IIb C - y manmentos ¢ PK 1V,

* B PEKUME IOCIENOBATEIBHON KOMOMHUPOBAHHON TEPATTUU
(603eHTaH + puonuryart) — knacc I By manuentos ¢ @K [T u [T u
wiacc I1a C — y manuentos ¢ PK 1V,

* B PEKUME IOCICOBATEIBHON KOMOMHUPOBAHHON TEPAIUU
(603eHTaH + HHTAIALMOHHBIN Uaonpoct) — kiacc IIb By nanu-
entos ¢ PKII u Il n xracc IIb C - y manuenTos ¢ PK1V;

* B PEKUME MTOCIEA0BATENBHON KOMOMHUPOBAHHOI Tepanuu (60-
3eHTad + cuwyieHadun) — knace [Ib Cy narmentos ¢ PK II-1V.
Bozenran nokaszas Ay sedenus JIAT [I-1V OK (Bcemuphas op-

TAHU3ALNA 3APABOOXPAHEHNA) C LEMBIO YIYYIIEHNS TOTEPAHTHO-

CTH K (PU3NYECKUM HArPY3KaM M KIMHUYECKUX CHHJIPOMOB Y

B3POCIBIX U JieTet crapiie 1 roga (HauasibHast 1032 62,5 Mr 2 pasa,

peKoMeH/lyeMasi 1032 125 mr 2 pasa).

V 60npHBIX ¢ WIT, JIAT, aCCOITMMPOBAHHON C CHCTEMHBIMH 3260-
JIEBAHUAMU COEJUHUTEBHOU TKAaHU, CHHIPOMOM DI3EHMEHIEPA,
BGPKU (1, 2,4,5,17, 18] 603eHTAH JOKA3]I CIIOCOGHOCTD YIIyd-
MIATh TOJIEPAHTHOCTD K (PU3NYECKUM Harpyskam 1 @K, remoanna-
MHUYECKHE U 3XOKAPAUOTPapUYECKUE TAPAMETPDI, YBETUUUBATD
BPEMA JO HACTYIUIEHUA KIMHUYECKOTO YXY/LIEHUA B CDABHEHNH C
wIaneoo.

[Mpenapar bozenekc® («Coteke», PO), KOTOPBI UMEET TOKA3AH-
HYIO GHO3KBUBAIEHTHOCTb C OPUTMHAIBHBIM [IPENAPATOM, 3ape-
TUCTPUPOBAH HE TOJBKO B Poccuu, HO 1 cTpaHax EBpasuiickoro
conpyxectsa (bemapycs, Kazaxcran), I7ie yKe HAKOIUIEH OIIBIT €TI0
YCIIEIHOIO IpuMeHeHus 1id jedenus JIAI ne Tonpko npu WII,
HO U LIEJIOM PsAJi€ ACCOLIMUPOBAHHBIX (popM JIAT.
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Nloka3aTtenbHas 6a3a cneLudryecknx NerouHbIX Ba3oAunaTaTopos
y 6OMbHbIX C BPOXAEHHbBIMM NOPOKaMM cepALa

A.A. limanbLy, OKTOP MEANLMHCKIX HayK, BERYLUMIA HAYUHbI COTPYAHMK OIBY «HawmoHanbHbI MeAULMHCKIA NCCNefoBaTeNbCKUiA LEHTP CePAEeYHO-COCYANCTON

xupyprin um. A.H. bakynesa» Munsgpasa Poccun

HavyeHue JieroyHon runeprensuu (JII'), acconumpoBanHON
C BPOKIEHHBIMU OPOKaMu cepania (BIIC), cranoBUTCA 1O-
HATHBIM, €CJT IOCMOTPETH HA OOHOBJIEHHYIO KIACCU(PHUKA-

uuio JII' (2018 1), B koropou BIIC kak npuunHa JII' Haxoparcd B 4

U3 5 OCHOBHBIX PA3/IENIOB:

* JIETOYHAs apTepruanbHasd runeprensus (JIAT);

o JIT 1pu 3200/1€BAHUAX JIEBBIX OT/IETIOB CEP/LIA,

o JIT 1py OGCTPYKIIMHU JIETOYHBIX APTEPUL;

o JII' C HEACHBIMHA 1/WJIN MyIBTA(DAKTOPHBIMU MEXAHU3MAMH [1].

B Esponerickux pexomenganuax 1o repanuu JIAI npu BIIC
2015 r. roBopuTce, 4TO AeunTh JII' CiteiyeT TOIbKO IIPU CUHAPOME
DHU3EHMEHTEPA, 4 HAWIYUIIYIO JOKA3ATEIbHYIO 643y IPH 3TOM
umeer 603eHTaH (k1acc I B), 4To 0CHOBaHO HA pE3yIBraTax paH-
JOMU3UPOBAHHOIO KOHTpoOIMpyemMoro wucciegosanus (PKH)
BREATHE-5 [2], B TO BpeMA KaK JJOKa3aTeabHasA 6a3a Apyrux JIAT-
crnenudrIeckux npenaparos mensiie (kiacc Ia C) [3].

B pexomenpanmsax EBponeiickoro neinarpuyeckoro COOOIeCTBa
TI0 BACKYJIAPHBIM 3200/1€BAaHUAM JIETKUX (2019 I) K MOKA3aHUAM K
niposezieHuIo JIAT-crierupuueckon Tepanuu 106asieHa (IOMUMO
cunpoma disenmenrepa) JII' moce onepanyy @onrena [4].

D deKTUBHOCTD crienupuyIecKkoi Tepanuu npu JIAT npu ma-
Jprx /comyTeTytomux BITC u JIAT mociie pafuKaabHON KOPPEKINN
BIIC, xoTopble TaTO(MU3NONIOTUYECKH U KIMHUYECKU CXOKHU C
nanonaruaeckot JIAL nokazana B 6azoseix PKU JIAT-crienugprye-
CKHMX IIPENAPATOB, B KOTOPBIX MALIAEHTHI ITUX JBYX I'PYIII COCTAB-
s o1 4 10 18% [5—11]. Tak, cy6anamms PKU PATENT-1 u 2 (n=45)
TIPOJIEMOHCTPUPOBAL XOPOIIYIO EPEHOCUMOCTD U d(PPEKTUB-
HOCTb PUOLIUTYaTa y 60MbHBIX JIAT IOCIE paJUKaIbHOM KOPPEK-
1uu BIIC [12]. B cy6anamuze PKM GRIPHON (n=110) cenexcunar
CHIKA PUCK nporpeccuposanud JIAT /cmeprHOCTH Ha 42% VS
1ane60 B MOArpyme 60IbHBIX ¢ KOppAruposanHeiMy BIIC [13].

DPPERTUBHOCTD CIIEIUMDUUECKON TEPATTHH IIPU CHHIPOME DHi-
3EHMEHIepa TaKkKe ObUIA MOKA3aHA B 1IEJIOM PAJIE KOHTPOJIUPYE-
MBIX [2, 14, 15] U HEKOHTPOMUPYEMBIX [16-20] HCCae0BAHII
JIAT-cienprIeCcKuX NPEnapaToBs, CPEAH KOTOPBIX TOYETHOE Me-
cro 3anumaetr PKM 6osenrana BREATHE-5.

B knmaccuueckom uccnenopanun BREATHE-5, Brmouasmiem
54 GOJIBHBIX C CHHAPOMOM DI3eHMEHTePa, GO3EHTAH JOCTOBEPHO
CHIDKAJI JIETOYHOE cocyaucToe conporusaenue (JICC) (p=0,038)
1 YBEJIMYHBA IUCTAHIMIO B TECTE 6-MUHYTHOM X07160b1 (TOMX) B
cpasHeHnH ¢ miane6o (p=0,008) [2]. Kpome Toro, 6bu10 MOKa3aHO
yBEJIYCHHE ICTAHITHE TOMX y 3TOM KATEropruu G6ONBHBIX IPH
JOJITOCPOYHOM MPUMEHEHUHU G03eHTaHa: +61,3 M vs +332 M B
rpymme miane6o.

Cungpenadu Ipu CUHIPOME DU3EHMEHTEPA UMEET HEOOJIBIITYIO
JOKA3aTENbHYIO 043y, B OCHOBHOM 3TO HEKOHTPOJIMPYEMBIE HC-
cnenosanys [16-18].

COIIACHO JJAHHBIM PETPOCIIEKTUBHOTO OIHOLIEHTPOBOTO PKU
(n=229), neuenue JIAT-cnenupuyeckumu npenaparamu (73,5%
MAIMEHTOB NOAyYIn 603€HTaH, 25% — cungeHapun u 1,5% —
3MONPOCTEHOIN) JOCTOBEPHO CHWKAIO KYMYJIATHBHYIO JIETA/Ib-
HOCTb B CPABHEHUH C I'pynIol 6e3 JIAT-ciennduueckoil repanun
(»=0,015) y 601bHBIX C CUHAPOMOM Dii3eHMeHrepa [21].

Hepasuui metaanamms (2019 ), Brmovyasmmii 15 nuccieioBaHnit
(456 maEeHTOoB), Cpe/iy KOTOPHIX 66110 4 PKU, 6 TIPOCIICKTUBHBIX
U 5 PETPOCHEKTUBHBIX UCCIEAOBAHUI, MOKA3AJL, YTO Y OOJIBHBIX C
CHUHZIPOMOM DrizeHMeHrepa JIAT-crienupudeckas Tepanus B Tede-
HHUE IIEPBOIO I'o/la MOCIE HA3HAYEHU YAYUIIAId AUCTAHIUIO
TOMX (p<0,001), dyHxIpoHATBHBI Ki1ace — OK (p<0,001) u un-
JeKc oppiuky 110 bopry (p<0,001), a TakKe CHIKAIA CPEHEE TAB-
Jienue B ierognor aprepun — J1JIA (p<0,001) nJICC (p=0,008) [22].
OJHAKO €CIHU B3ATb O0JIEE JUINTENBHBII CPOK, TO 371€CD JOKA3aTENb-

Has1 6232 HAKOIUIEHA TOJIBKO /UL 603eHTaHa. [Ipr IPOJIOHTMPOBAH-
HOM JICYCHHUM GO3EHTAH MOBBIMAN ucTaHuio TOMX (p<0,001) u
@K (p=0,000) [23].

DTH JaHHbIE COBIA/IAIOT C PE3Y/IBIATAMM €I OJIHOIO METAaHA/I-
3a (17 uccnegosanutii, 1 PKU, 456 60/1bHBIX) GO3CHTAHA Y MTALVICH-
TOB ¢ JIAL, acconmuposannoi ¢ BIIC, 6e3 paspenenusa Ha TOATPyYII-
1161 JIAT ripu BIIC, B KOTOPOM MOKA3aHO, YTO TEPATHS O03EHTAHOM
B TeYeHUE MeHee 6 Mec yiyurnaia auctanimio TOMX u OK no Bee-
MHPHOI OPTaHU3ALNH 3PABOOXPAHEHNSA, HO HE BIMAIA HA MHEKC
OJIBIIIKH 110 Bopry 1 caryparuio Kucaopoya B noxoe (SpOz), ogHa-
KO TP IPOJIOHT'MPOBAHHOM JIEYEHUH YITY4IITMCD HE TOJIBKO JIUC-
Taumyst TOMX 1 @K o BceMUpPHO# OpraHu3anmm 31paBooXpaHe-
HUA, HO ¥ SPO; U YACTOTA CEPJECUHBIX COKPALEHUH [23].

COITTaCHO JAHHBIM METAAHAIN3a UCCIENOBAHUN MPENAPATOB
quist iedenus JIAT-BIIC y B3pocibIx 6€3 pasjie/ieH st Ha TTOAIPYII-
b JIAT ipu BIIC, puonuryat, 603€HTaH, SI0OIPOCTEHON U CUJIIE-
Hau1 yIydmany (PyHKIUOHAIbHBIE BO3MOKHOCTH U IFEMOJMHA-
MHYECKHUE NTOKazaTenu nanueHTos ¢ JIAT ipu BIIC [24]. Cneayer
3aMETHUTD, YTO, K COKAJIEHUIO, BO BCEX ITUX UCCIE0BAHUAX HE U3-
y4a0ch Biusanue JIAI-cennuyeckoit Teparnum Ha CMEPTHOCTD.

Y10 Kacaerca 1eaecoo6pasnocTu npumenenus JIAr-cnenndu-
YecKou Tepanuu y 601pHbIX ¢ BIIC 1 1eBO-1TPaBbIM CHPOCOM KPO-
BU, TO, C OJHOU CTOPOHBI, TAKAsl TEPANUA NO3BOJAET JOOUTLCA
cHkennsa JICC, co3nasas yCIOBUSA /1 OIIEPATUBHOIO JIEYEHU,
CHHM3HUTb BEPOSATHOCTD JIETOYHO-TUIIEPTEH3UBHBIX KDU30B B PaH-
HEM II0CJIEONEPALIMOHHOM IIEPUO/E (IIPU KOPOTKOM Kypce) [25—
27], yay4muTh (PYHKIMOHATBHOE COCTOAHHUE U KAYECTBO KU3HU
HeonepadbenbHbIX 60MbHBIX [28]. OJHAKO, C APYTOH CTOPOHBDI,
OCTAIOTCS OIIACEHUA B OTHOIIEHUN YBETUUEHHUA aPTEPUO-BEHO3-
HOTI'0O ¢6pOCa ¥ BO3MOKHOTO TIOTEHIIUPOBAHNA PA3BUTHA JIETOU-
HO-COCYANCTOH 60/1€3H1 (IIPU JUIUTEIBHOM IPUMEHEHNN) [27].

Cerozins HabupaeT CuTy NOAXOo/ treat-and-repair, Korja y 60/1b-
HBIX C «IOrpann4Hoi» JIAI-BIIC npoBoasaT KOpOTKU# Kypc JIAL-
CHENUPUUECKON TEPATTUH € MOCIEAYIOMEN XUPYPIUUECKON KOP-
pexkiuert BIIC. Takoit moaxo/ MOXKeT 6bITh paccMoTpeH (k1ace IIb
C) cormacHo EBpONENCKUM PEKOMEHJALIUAM O NEAUATPUYECKON
JIT (2019 1) [29], 0AHAKO «ITOKA HE ABIAETCA JOKA3AHHBIM», CO-
[JIACHO MaTepraiaM 6-ro BecemupHoro cummnosuyma o JIT' (2018
1) [1]. B o e Bpema y aereit ¢ JII, ecm NarueHT NpU3HaH HeoIle-
pabenbHbIM, PEKOMEHYETCA B KAYECTBE IOCTAEAHEN ITONBITKI
KPaTKOCPOYHBIH Kypc JIAT-crienin@uuecKkoit Teparnu, 94To Mo3B0-
JISIET YaCTh OOJIbHBIX IEPEBECTH B ONIEPAOEIBHOE COCTOSIHUE [29)].

Janee noxnaguuk neperies K repanuu JII mpu CJI0KHBIX TOPO-
KaX, B Y4CTHOCTH CErMeHTapHOM JIT, OTMETHUB, YTO B NOC/IEAHEE
BPEMA HAKAILIUBAIOTCA JI0KA3aTENbCTBA, YTOo JIAT-cienuduyueckas
TEpaIus, B IEPBYIO O4epeb O03EHTAH U CUJCHADUI, MOXKET
ObITh 3(PPEKTUBHON U y ITOH KaTeropuu 601pHbIX [30, 31].

Ectp eme ogHa rpynma cnoxHbIX BIIC — OPOKK ¢ YHUBEHTPUKY-
JIAPHOU TEMOJUHAMHUKOM, IIPU KOTOPHIX BBITOJHACTCA MHOTO-
3TaNHasg XUPYPrudecKas Koppekuus ¢ onepauuedt PoHTeHa HA
TIOCJIEIHEM dTAIE (TIOIHBIN 06XO071 MPABBIX OT/IEIOB CEP/IIIA, KOT/Ia
BEHO3HasA KPOBb M3 ITOJIBIX BEH NIEPEHAIIPABIIAETCA HAIIPSAMYIO B JIe-
TOYHYIO ApTEPUIO). 31eCh HU3KOE JICC nMeeT KPUTUIECKH BAKHOE
3HAYCHUE JUIA TEMOJUHAMMKY 110 npuHiuiy Ponrena. Bepkusae-
MOCTb IIPU TAKOM JIEYUEHUH COCTaBageT 90% depes 15 ner, npu
31oM 80% 60mpHbIX OTHOCATCA K PK 1M II [31]. B TO K€ Bpema pu
oneparuy PoHTEHA CO3/AI0TCA MPEATNOCHUIKH /YIS OBBITIEHU
JICC, 910, C OJHOM CTOPOHBL, MOXKET IIPUBOAUTD K BEHO3HOU I'-
TIEPTEH3UHU C TOCTEAYIOMNUM PA3BUTHEM IMIPOTOPAKCA, OETKOBO-
JEDUITMTHON 3HTEPONATUH, OTEKAM U 3ACTOMHOM CEPICYHON He-
JOCTATOYHOCTH, 4 C APYTOH — K HEJOCTATOUHOM MIPEJHATPY3KE CU-
CTEMHOTO JKENMyA0YKA U YMEHBIIEHUIO CEPAEYHOTO BeIOpoca (CB).
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C nenbio ymeHpmeHus JICC MoxeT ObITh MCIONb30BaHA JIAI-crie-
n(pUIECKAs TEPATINS, U 3A€Ch HO3EHTAH UMEET HAUOOIBIIYIO JI0-
Ka3aTe/IbHYIO 623y [32-37]. BbUIO MOKa3aHO, UTO Yy GOJIbHBIX CO
cnoxubMU BIIC nocne onepanuu @OHTEHA GO3EHTAH YIydIIal
@K ¥ CUCTONMMYECKYIO (PYHKIIUIO CHUCTEMHOTO KEMYAO4YKa [32],
YMEHBIIAT YACTOTY PA3BUTHS APTEPHUO-BEHO3HBIX (PUCTYI 1 GETIKO-
BO-JE(PUIIUTHON SHTEPONATUH, YBEIUUUBAI JUCTAHITUIO TO6MX
[33]. B PKU TEMPO (n=75, 3aBepunu 69), 1edeHre 6O3CHTAHOM B
TeueHue 14 HeJl MOBbIMAIO TMKOBOE OTPEOGIEHUE KUCTIOPO/ia IPU
(pusnueckoit Harpyske nociue oneparuu PoHTEHA B CPABHEHNH C
mnare6o: mpupoct 1,99 vs 0,50 Mi1/(KT MMH) COOTBETCTBEHHO (OT-
HOCUTENBHBIN pUCK 1,39, 95 1N 0,18-2,59, p=0,0245) [35]. Kpome
TOTO, y GOJIbHBIX, ITOJTy9aBHINX OO3EHTAH, HAO/IOANACh TEHECHINA
K ynyumenuio OK 6e3 3Ha4nMbIX TOOOYHBIX 3((HEKTOB U TENaTO-
TokcrmaHocTy. B ccnenosanmu G. Derk u coasr. (2015 1) 603eHTan
y GONIBHBIX 1TOC/IE onepanuu POHTEHA JOCTOBEPHO YBENUYUBAIL
nuctanipio TOMX (p=0,03) u CB (p=0,03) u ynydrman OK [36]. Cre-
JIYET OTMETUTD, UTO B HACTOSAIIEE BPEMA OO3EHTAH — €IUHCTBEH-
Hbli penapat JIAI-cnenuguyuecKor Tepanuy, /yis KOTOpOro y 1a-
LIMEHTOB NOC/IE oneparyy COHTEHA BBITOMHEH MeTaaHamm3 PKU u
65110 1okazaHo cHrpkenne OPK o NYHA na 04 [37]. Mccneiosanue,
nposezieHHoe B PIBHY «<HMULL CCX nm. A H. baxynesa», mokazaio,
YTO OO3EHTAH B PAHHEM INIEPHOJE NOCE onepanuu PoHTeHa y
GOJIPHBIX C UCXOAHOM JIAT 3HAYMTEIPHO CHUKAII TPOIOJLKUTEIIb-
HOCTb ¥ OObEM IUIEBPATILHOH TPAHCCYAALIMN B CDABHEHUH C TPA/IU-
LMOHHOI Tepanuelt (p<0,05).

CunieHaUI TAKKE UMEET HEKOTOPYIO JOKA3ATENbHYIO 043y ¥
607bHBIX co cnokHbIME BIIC nociie onepannn onrtena. B gacr-
HOCTH, NTOKA3aHO, YTO CWIJIEHAMDUI JOCTOBEPHO YBETUIUBAI 11~
KOBOE€ NOTPEGIEHNE KUCA0POJd TPH (PU3UYECKOI HATPY3KE, JIe-
TOUHBIN KPOBOTOK 1 CB (p<0,05) [38], a TakKe yMEHBIIA TAKCCTh
6EIKOBO-/IE(PUITUTHON SHTEPONATUH, IVIACTUUECKOTO OPOHXUTA
[39], yy4man 3¢ OEKTUBHOCTD AbIXAHUA (CHUKAJ YACTOTY JJbIXa-
HUS 1 MUHYTHYIO BEHTUJIALMIO JIETKUX) [40]. B 6071€ee no3aHux uc-
CJIEIOBAHUAX OIHOKPATHBIIN IPUEM CHIIIEHA(DMIIA TOCTIE ONEPa-
nnn Pontena camkan JICC B nokoe (p=0,012) 1 npu pusndIecKkon
Harpyske (p=0,000), MOBBIIIAN CEPACYHBII HHACKC B TIOKOE
(p=0,012) u npu pusuueckon Harpyske (p=0,0001) o cpasue-
HHUIO ¢ KOHTPOJIbHO Ipynnoi [41]; mpuem cujenaduia B rege-
Hue 3 mec npusoau K carkenuio JICC (p<0,001), ypennmuenuio
aucranimn TOMX (p<0,01) u camkenuio OK (p<0,05) [42]. B To
JKe BpeMs B uccaeosanny J. Collins u coast. (2017 1) moka3aHo,
YTO PYTMHHOE, IPEBEHTUBHOE HA3HAYEHNE CHIIZICHA(WIA B PAH-
HEM nepuojie nocie onepannd PonreHa y 60abHbLIX C UCXOJHO
HuskuM JJIA 1 JICC He IPUBOJAUT K YIYULIICHUIO KIMHUYECKOTO
Te4eHus — 06beMA U JUIMTENIbHOCTH IUIEBPAILHON TPAHCCYALIAN
Y BPEMEHU IIPEOBIBAHNSA B CTAIIMOHAPE B CPABHEHUU C I'PYIIION
TAI[UEHTOB, HE IPUHUMABIINX CUicHApU [43].

Ha cerogna CymecTByeT OfHO MCCIENOBAHUE MALWUTEHTAHA
(n=8), MOKA3aBIIIEE, YTO TEPATHSI MAIUTEHTAHOM B TeYeHHE 6 MEC
Br3biBasa cHkeHue JICC (p<0,01) 1 OBBIIEHUE CEPACYHOTO
nnaexca (p=0,03) [44], u oHO UCCIEJOBAHNE AMOPU3EHTAHA
(n=28, 3aBepMNUIN UCCIEAOBAHNE 19), B KOTOPOM TE€PAIINA AM-
OGPU3EHTAHOM B T€UEHUE 12 HEJ IPUBO/IU/IA K IOBBIIEHNIO ITMKO-
BOTO NOTpedieHnsa Kucaopoza (p=0,05) 1 CHUKEHUIO COOTHOLIE-
Hus 9KBUBAIeHTA BeHTHIAnny (=0,019) [45] y nanuenTos nocine
onepanyy PoHTEHA.

Taxxe nposezieHo 1 PKY nnonpocra nocie onepanuu PoHTeHa
(n=18, 3aBepmmIm UCCAeJOBAHKE 15), B KOTOPOM MOKA3AHO, YTO
OJIHOKPATHASl MHTAMIALINSA UIONPOCTA CIIOCOOHA BBI3BIBATD YBE-

JIMYEHUE KUCIOPOAHOTO MyJIbCa U ITMKOBOI'O NOTPEOIEHUA KUC-
JIOPO/IA HA IMUKOBOM (PU3MYECKON HAIPY3KE IO CPABHEHHIO C
KOHTPOJIbHOM I'PYIIIOH [46].

TaxuM 06pa3oM, €CIU NPOCAENUTD IBOMIOLUIO TOKA3aHUHA K
JIAT-cnenuryeckon Tepanuu nocie onepanun GoHreHa, 1o
MOKHO 3dMETUTD, YTO, €C/IM B EBPONEHCKUX PEKOMEH/ALINAX
(2015 ) [3] 06pamaIO0Ch BHUMAHHE, YTO PadOYas IPYIIIA 3HAET O
HAJIMYUHN 3TOU I'PYIIIBI 3a00I€BAHUIA, TPH KOTOPBIX JIETOYHO-CO-
cyaucTas 6071e3Hb BeposATHA, JIAT-crieniuduyeckas Tepanus Hyx-
Ha, HO JIOKa3aTenbHad 6232 €lE HEJOCTATOUHA, TO B PEKOMEH/1A-
1UsAX EBPOIENCKOro MeMaTpudeckoro coobmecrsa (2016 u
2019 1T.) YK€ CKA3aHO, UTO ICTEN U TIOAPOCTKOB MOCTIE OTIEPAITUA
donreHa cIeayeT pacCMaTPUBATh KaK KaHU/JATOB Ha LIEIEBYIO
tepanuio JIT (knacc [la—b C) [4]. Cerogns 0:KUAAETCA, YTO 1O Pe-
3yIBTATAM METAaHAAN3d 603eHTaHa [37] ¥ GyAyIUX NCCIeJ0Ba-
HUI 6y1yT C(OOPMYIUPOBAHBI PEKOMEH/IAIIMHN C BBICOKUM KJI1AC-
coM u ypoBHeM (I A?) TOKA3aTENBHOCTH.

3aTeM aBTOp OCTAHOBWICA HA 1ienecoobpasnoctn JIAI-ciermdu-
YECKOI TEPANNU Y OOIBHBIX C YHUBEHTPUKY/IAPHON ITEMOJMHAMU-
KOH U NPOTHUBONOKA3aHUAMU K TEMOJJUHAMUYIECKON KOPPEKIIUI
(PYHKIMOHATBHO €AMHCTBEHHOTO XKENYJ04YKa cepaa sy JIAT
(TIpy YMEPEHHOM BPOXKICHHOM CTEHO3€ JIETOYHOU APTEPUU U/UITU
TIOCJIC CYKUBAHUA JIETOYHOH aPTEPUN), OTMETUB, YTO Y 3TOM KaTe-
TOPHH MALIMEHTOB CYIIECTBYET Ta JKe IIPOG/IEMA, YTO U ITPU HEKOP-
purrposaHHbIX BIIC ¢ GUBEHTPUKY/IAPHON reMOAMHAMUKO. C Ofi-
HOH cTOpOHbL JIAI-cienuguueckas Tepanus OyAeT CliocCo6CTBO-
BaThb CHIKeHUIO JICC, [IJTA M TOBBIMIATE BOZMOKHOCTb T€MO/IHA-
MHUECKOH KOPPEKIUH [42]. C Ipyrot — Py TN TETbHOM IIPUMEHE-
HUU TaKOH TEPANNU BO3MOKHBI IIPOIPECCUPOBAHUE JIETOYHO-CO-
CYAUCTOM OONE3HU U YBENUIEHHE OOBEMHON IPENHATPY3KH €IMH-
CTBEHHOTO JKEJTY/IOUKA U IAKE YCKOPEHUE €T0 AUCHYHKINY [47].

B 3axmouenue JOKII9UK IPUBET PEKOMEH/AIINN 110 ME/IUKA-
menTo3HoI Tepanuu JIAT npu BIIC (PIBY «HMUILL CCX nm. A H.
Bakynesa» M3 PO, 2020), OCHOBAHHBIE HA PE3Y/IBTATAX BCEX MEPE-
YHCJIEHHBIX UCCJIE/IOBAHUI:

o JIAT-cienupudecKast Tepanust pEKOMEH/JOBAHA GOJIBHBIM:

1) ¢ cuHAPOMOM DI3EHMEHTEPA;

2) ¢ peauayanbHou JIAT nocsie pajinkaabHON OUBEHTPUKYIISAP-
HOH Koppekuuu BIIC;

3) ¢ JIAT mpy MaJIbIX /COIyTCTBYIOMNX JE(PEKTAX;

4) ¢ JIAT 1/Unmu HEJOCTATOYHOCTBIO KPOBOOOPAIEHHUS MTOCTIE
onepannn POHTEHA WIN JBYHANPABIEHHOIO KABOIY/IbMO-
HAJIBHOT'O aHACTOMO32 6€3 JONOTHUATEBHOIO NCTOYHUKA JIE-
I'OYHOI'O KPOBOTOKA M OTCYTCTBMU AUC(HYHKIMH CUCTEMHOIO
JKenygouka (kiacc I B).

e [Ipy OTPUIIATEIBHOM TECTE HA BA30PCAKTUBHOCTD JIAT-crieru-

(prueckas Tepanus MOKET ObITh PACCMOTPEHA Y GOJIBHBIX:

1) 3b reMOJMHAMUYECKOH I'PYIIILL C TOCTTPUKYCIIU/AIbHBIMU
Jedexramu 1 cnoxHbIMU BIIC;

2) OCJIE MATMATUBHOTO CYKUBAHUA JIETOYHOHN apTEPUN WU
OTKPBITOI'O APTEPUAIBHOIO IIPOTOKA;

3) ¢ (PYHKIIMOHAJIBHO €IMHCTBEHHBIM KETYJOUKOM CEPJLIA IPH
NIPOTUBONOKA3AHUAX K OIIEPALMAM «00XO0/1a» IIPABBIX OT/E-
JIOB cepana BBujy JIAL

4) ¢ cermenTapHon JIAI' (60nbImINE A0PTO-NETOYHbBIE APTEPUU
6€3 CTEHO3UPOBAHMA U AP.) npu cnoxkHbIX BIIC (kmacc I1-b C).

[MocTostnuas JIAT-ceruduyeckas Tepanus IPOTUBONIOKA3a-
Ha HEONEPUPOBAHHBIM OGOJbHBIM 1-3B reMoAMHAMUYECKUX
TPYIII, UMEIOIUM ITOJIOKUTENBHBIN TECT HA BA30PEAKTUBHOCTD
(kmacc I C).
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CrcTeMHble ayTOMMMYHHbIE PEBMATUYECKINe 3a00/eBaHNS
1 KapamoBackynapHaa natonoria. OTBETbI Ha aKTyanbHble BONPOCHI

AHANJAT MEAUIIMHCKAX HAYK, JOLECHT Ka(eaphl (PAKY/Ib-

TETCKOM Tepanuu uM. akaj. AW. Hecreposa ®TAOY BO

«POCCUMCKUI HAITMOHAJIBHBIN UCCIIEJOBATEILCKUIT ME/TU-
LIMHCKUI yHuBepcuteT nM. H.M. TTuporosa» Munsapasa Poccun
A.A. KTHMEHKO [OCBATH/IA CBOE BBICTYIIJIEHUE CUCTEMHBIM ayTO-
MMMYHHBIM peBMaTh4YeCKUM 3a6onesanuaM (CAP3), oTMeTus,
YTO, IO JAHHBIM UCCIIEAOBAHNI MOCIEJHUX JIET, BEAYIIEN IIPUYH-
HOW CHIKEHUS IIPOJIOJDKUTENBHOCTH XKU3HU NAueHTOB ¢ CAP3
ABJIAIOTCA KAPAUOBACKY/IAPHBIE OCTIOKHEHUS, CBA3AHHBIE C ATEPO-
CKIEPOTUYECKUM MOPAKEHUEM COCYJIOB U TPpoMOO3amu [1, 2].
B 3TOM CBA3KM GONBIIOE 3HAYEHUE IPUOOPETAIOT OTBETHI HA BO-
NIPOCHI, BO3HUKAIOMIUE B IIPAKTUKE, B TOM YHUCJIE B COBMECTHON
NIPAKTUKE KAPAUOJIOTA M PEBMATOJIOTA:
1. CBOeBpeMENHAs JMATHOCTUKA IIOPAKEHNS CEP/IA M HA3HAYE-

HUE JIEYEHHUSL.

2. IIpobnema 1erouHon aprepuanbaoi runeprensun (JIAT) npu
CAP3.
3. Ipyrast COCyiUCTast IATOJIOIYS: CUHAPOM PEItHO U IUTUTAIbHBIC

SA3BBIL.

[Mopaxenus cepaeano-cocyaucron cucreMsl (CCC) mpu CAP3
MOI'YT IIPOSIBJIATHCS B BUJIC:

* HAPYLICHUS PUTMA U IIPOBOAUMOCTY,
* IOPAKEHNSA KIAAaHHBIX CTPYKTYD;

* MOPAKCHUSA MUOKAP/IA;

* IOPAKEHNA IEPUKAP/IA,

* COCYJMCTBIX HAPYHIEHUM.

OHUM U3 HAUOOJIEE AKTYATBHBIX COCY/IUCTBIX IOPAKEHUH IPU
CAP3, 00beJUHAIOMNX YCUINS KAPAUOIOTd U PEBMATOJIOIY, SIB-
naerca JIAL B crpykrype JIAT mpu CAP3 0OCHOBHOE MECTO IPUHA-
JIEKUT CUCTEMHOMN ckinepoaepmun — CCI (75%), 3aTeM UyT CH-
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CTEMHasI KpaCHas BOYAHKA (8—19%), cMeaHHbIE 310601€BAHUA

coequaUTENbHON TKAaHN — CM3CT (8—9%), peBMATONIHBIH TTOMN-

apTput (3—5%) 1 pexe, HO OHU TAKKE OYEHD BAKHBI — JIEPMATO-

TIOIMMUO3UT (4%) 1 cunzapom Hlerpena (1%).

1o maHHBIM METAAHATN3A TPUMEPHO 25% CMEPTENbHBIX CITy4d-
B, cBsI3aHHBIX ¢ CCJI, 06YCIOBIEHBI CEP/ICUHBIMU TPUYHUHAMH, 4
KJIMHAYECKU BBIPAKEHHOE NopaxkeHue cepana npu CCI acco-
LAAPYETCA C HEONMATONPHUATHBIM IIPOTHO30M (JIETAJIBHOCTD /10
70% B 6nmxaiimue 5 ner). [Topaxenue cepyna npu CCI MOxeT
3aTparusarb MUOKap[ (83-90%), aunokapy (18-35%) u nepu-
Kapp (13-21%). Beiensior:

1) nepsuunyio 6071€3Hb cepjna/Kapanomuonaruio npu CCIL
(CCH-KM), KoTOpas BKIIOYACT MUOKAP/UT, B TOM YHCIIE ayTO-
VMMMYHHBIH; (PUOPO3 MUOKAPAIA C PA3BUTHEM KAPAUOMHUOIATUN
C ANACTOINYECKON /CUCTONNYECKON TUCPYHKITUEH, TPUBO/IA-
e K JICTOYHOH TMIIEPTEH3UU 2-H I'PYIIILI (BEHO3HOM); SH/IO-
Kap/IUT, HAPYIIEHUA PUTMA U IPOBOJUMOCTH; IIEPUKAP/IUT;

2) BropuuHsble nopaxenus ceppia npu CCI, koTopslie 06yC/I0B-
nensl JIAT, UHTEPCTUIIMAIBHBIM 320071€BAHUEM JIETKUX, COITYT-
CTBYIOWEH KapJUOBACKYIAPHOM NATOIOTHEN (MIIEMUYCCKASL
6onesnb cepana — MBC, aprepuanbHas THNEPTEH3U, ATEPO-
CKJIEPO3) U JIP.

[peanonoxurenbHble Mexanuambl nopaxenus CCC npu CCJ
CBfI3aHBI C IATOI'EHE30M CAMOI0 3200/IEBAHMS U BKJIIOYAIOT:

* UIIEMUYECKOE OBPEXAEHUE UHTPAMYPAIBHBIX COCY/IOB C Pa3-
BUTHEM (PUOPUHOMIHOI'O HEKPO3a, (pruOpo3a U runepTpodun
HMHTHUMBI C CY’KEHHEM IIPOCBETA;

* IMHENHBIE HEKPO3bI KAPZIUOMUOLIUTOB BCJIE/ICTBUE TPEXO/IA-
LIUX CIIA3MOB COCYOB (JIOKAILHBIM CUHPOM PeiiHo);

* U3MEHEHHA MAKPOCOCYJUCTOTO 3B€HA (KOPOHAPHBIX APTEPHIT)
B Pa3BUTUM U IPOTPECCUPOBAHMH ITATOIOT U CEP/LIA.

B peasbHOM KIIMHUYECKON IIPAKTUKE 33/1a4y BBIABIEHUA 1OPA-
sxenuit CCCy manmenTos ¢ CC/I game BCEro NPUXOANTCA PEMATh
Bpauy OOILIEi NPAKTUKH, PEBMATOJIOTY, HHOT/IA I1yJIbMOHOJIOTY
(MCKMOYEHME APYTUX MIPUYKH OIBIIIKI), PEKE — KAPAUOIIOTY. [Iu-
ATHOCTUYECKUH ITOPUTM BKJIIOYAET BbIABIEHNUE OOIUX CUMIITO-
MOB («KPACHBIX (PITAKKOB») mopakeHus CCC (O/BIIKA, OPTOITHO3,
cepaebreHue, Ipe/CUHKOIIBI) U CIEITUAIBHYIO OICHKY (CIICIN-
¢uueckue cumnToMel CC/l 1 HaMU4YME B AaHAMHE3€ CHHAPOMA
PerHO, YITIOTHEHUS KOKH, AUTUTATIBHBIX A3B 1 JP.). CYIECTBYET
NPAMas CBA3b MEK/Y BBIPAKEHHOCTHIO cumnToMos CC/L u crere-
HpI0 nopaxenud CC3, MOITOMY CBOEBPEMEHHAA AUATHOCTHKA
CCI-KM 1 MakpOBaCKyIApHBIX nopaxennii/MBC y 3101 Karero-
pyn 60IBHBIX KparHe BakHa. CETo/IHS CYIIECTBYET OOIBIINON ap-
CEHAJI METOJOB JUATHOCTUKHU, O3BOJIAIONUH PEIIUTD ITY 3a/1a4Y.

Cpeny TaKUX METOZIOB — PaUOHYKINAHAA JUATHOCTHUKA, BKIIIO-
YAIOIAsT:

* CLUHTUTPA(UIO MUOKAP/A;

* OZIHO(OTOHHYIO IMUCCUOHHYIO KOMIIBIOTEPHYIO TOMOI'PA(DHIO;

* ITIO3UTPOHHO-3MUCCUOHHYIO TOMOIDA(HIO.

Meropnka ofHO(OTOHHON SMUCCUOHHON KOMITBIOTEPHOH TO-
MOTpauu NO3BOJAET KOMMYECTBEHHO OLIEHUTD A€(DEKTHI IEpdy-
3UM MUOKAP/I4, ABKEHUE MAOKAP/A, AUCHYHKIUIO KETyTOUYKOB
npu auddysnoit CClI, 9To CyMmecTBEHHO 0OJIETYAET TOCTAHOBKY
JUArHO3a U AP HEPEHITUAIBHYIO JUATHOCTUKY KaPAUOBACKYIIAD-
HBIX OpakeHui pu Audysnoit CCJl, Taxke UCHOb3YIOT Mar-
HUTHO-PE30HAHCHYIO TOMOTPA(pHUIO, MO3BOJIAIONIYIO YKE HA PaH-
HUX CT4/IUAX BBIABUTb MUOKAPJUT, B TOM YHC/IE€ AyTOUMMYHHBII, Y
narueHToB ¢ CCl.

CyLiecTByeT aropuT™ BeAeHus nanuenTos ¢ CCL 1 mopakeHu-
€M CEPALIA, KOTOPBIA BKIIOYAET:

* [Ipn CCI-KM:

— 6asucnyio Tepanuio CCK: nMMyHOCYTIpeccHIo (TTTIOKOKOP-
TUKOCTEPOUJIBL, TUTOCTATUKH);

— AHTUAPUTMHUYECKYIO TEPAIMIO (MEJIUKAMEHTO3HYIO, YCTa-
HOBKY IIEHICMENKEPA, IPOBEICHUE A0IAIUN);

— JIAT-cnieninprudecKylo Tepanuio B crydae JIAT

* T[Ipn MakpOCOCYAUCTBIX NOpakenuax,/MBC:

— (hapMaAKOTEPAIHNIO C BO3JEUCTBUEM HA IIPOIHO3 (ALETUICAIU-

LIMJIOBAsA KUCIO0TA, CTATUHDIL, THTUOUTOPbI aHT'MOTEH3UHIIPE-




BPAIIAIOIErO (PEPMEHTA, AUYPETUKH, AHTUAHTMHAJIbHBIE ITPe-
1APATHI U /IP.);

* BO3/JICHCTBUE HA TPAJUIIUOHHBIE (DAKTOPBI PUCKA (KOHTPOJIb
MACCBI T€JNA, APTEPUAIBHOTO JAABIEHU, ITIOKO3bI KDOBH, OTKA3
OT KypeHHUs);

* UHTEPBEHIIMOHHBIE METO/IBI JIEYEHUA (IIPU HEOOXOJUMOCTH,
KaK B OOBIYHON IIPAKTUKE).

Hapsany ¢ 3TUM NPUHIUIIHAIBHOE 3HaYeHUE Y 00IbHBIX ¢ CC/l 1
nopaxenueM CCC nMeeT CBOEBPEMEHHOE UCIIOIb30BAHUE JIBYX-
crynenyaroro anropurmMa DETECT 1 paHHETO BBIABJIEHUA IIPU-
3HaKOB JIAI' M onpeie/IeHns OKA3AHMI K KATETEPU3ALIMN IIPABbIX
OTJENIOB CEPALIA.

CornacHo faHubIM perucTpa REVEAL npornos manueHTos ¢
JIAT-C3CT 3HAUMTENBHO XYK€, YEM IPU UIUONATHIECKOH JIAL:
BBUKMBAEMOCTH B TEYECHHUE I'O/Ia COCTABIACT 86 1 93% mpu JIAL-
C3CT u upponatuieckot JIAI' COOTBETCTBEHHO.

Ha cerofHAmumum 1€Hb CyMECTBYET 5 KIACCOB IPENAPATOB Ui
JIAT-crienupuaecKom Tepannny, HAMpaBIeHHBIX HA PA3HbIE TEPa-
NEBTUYECKUE MUIIEHU: 6IIOKATOPBI KAIbIIUEBBIX KAHAIOB, aHTATO-
HHUCTBI PELENITOPOB 3HA0TENNHA (APD), ”HTU6UTOPHI (hoChOoama-
CTEPA3BI 5-TO TUIIA, CTUMY/IATOPBI I'YAHUIATIIMKIA3bI, daHAJIOTH
MPOCTAIUKINHA U aHTATOHUCTBI PELIENITOPOB MPOCTALUKINHA.
COBpPEMEHHBIN ANTOPUTM BeAeHUsA 00abHbIX JIAT OCHOBAaH Ha
OIIEHKE PHUCKA JIETATTLHOI'O MCXO/A ¥ IPEAYCMATPUBAET KaK MOHO-
TEPAIHUIO, TAK U KOMOMHUPOBAHHYIO TEPAIIUIO, B TOM YUCIIE IIPU
JIAT-CCJI. PazpaboTansl EBponericKkue peKOMEHAAINM KaK 10
CTAPTOBOM, TAK U NTOCIECAOBATENBHON criennguaeckont JIAI-tepa-
nuu (2019 1), KOTOpPBIE OCHOBAHBI HA GOBIIIOM YUCIIE PAHOMU-
3UPOBAHHBIX KOHTPOJIUPYEMBIX UCCIEAOBAHUN U ABIAIOTCA TOP-
JOCTBIO KAPAUOIOTMYECKOTO COOOIECTBA.

HocrorHoe MecTo B JIAT-crieruuaeckon Tepanuy 3aHUMaeT
APD 603eHTaH, UMEIOMNIT HAWIYUIIYIO JOKA3aTENbHYIO 0a3y IpU
JIEYEHUH JIETOYHOH TUIIEPTEH3NH (O YEM MHOTO OBUIO CKa3aHO B
JBYX IPEIBITYIIX JTOKIA/IAX).

Janee aBTOp 06paTmia BHUMaHHUE CIyIIATENEH Ha TO, YTO CErO-
JHA TIPEATAraeTCsa TPOBOJUTD OLEHKY (DEHOTHUIIA MALUEHTOB C
JIAT, uTO 6y/€eT CrIOCOOCTBOBATD Jy4YIIEMY TOHUMAHUIO ITOIYJIs-
WX TTAITUEHTOB, KOTOPbIC O6’b€£[I/IHCHbI BA’)KHBIMU KIIMHHUYCCKH -
MU XaPAKTEPUCTUKAMU U KOTOPBIE IIO-PA3HOMY MOT'YT OTBEYATh
Ha JIAT-cnenuduyeckyio Tepanuio [3]. Hanpumep, ecnu s 1u-
MUTHPOBAHHON (popMbI CCJ] XapaKTEpHO MPEBATMPOBAHNE BAC-
Kyznonartuit, nporpeccuposanue JIATL To ana guddysnon CCH —
NIPEUMYIIECTBEHHO NTPOrPECCUPOBAHUE MHTEPCTUIIMAIBHOTO 34-
60s1eBaHMsA JIETKUX U, HA BTOPOM MeCTe, JIAT.

B pericTByromux peKoMeH auuax ACCOLMALUU PEBMATOIOIOB
Poccun 1 Pexomenjanusax EBponerckoi mpoTHBOpEBMATHYC-
cKoH siury 110 JieueHuto CCll yaenseTcss BHUMAaHIE OCOOEHHOCTAM
Besienus 6onpHbIX ¢ CCH ¥ KapAUOBACKYIAPHOHN IAaTOJOTHEH,
Brmoyas JIAT-CCJI, 1 npUBIEKA€TCA BHUMAHNE K (PEHOTUITAM I14-

nueHToB ¢ CCI [4, 5]. B wacTHOCTH, CKA3aHO, YTO MALIUEHTHI C
CAP3/CCI MMEIOT U IPYTYIO COCYAUCTYIO IMTATONOTUIO (CMHAPOM
PeiiHO, AUTUTAILHBIE A3BBL), IPEJCTABIIASA COOOH OCOOBIN (hEHO-

TUIL, KOTOPBIA 4aCTO UMEIOT TarKe JIAL 1 TsoKelble COCYAUCTBIE

MIOPAKEHUSA, ACCOMUPOBAHHBIE ¢ CCJL

CoracHo JaHHBIM POCCUIICKOTO PErucTpa, 6ompias 10715 601b-
HbIX C JIAT B kauectse JIAT-criennuaecKoi Tepanuu nonyqaoT
APD, cpeit KOTOPBIX 603CHTAH 3aHUMACT 2-€ MECTO T10 YACTOTE Ha-
3HaYeHMsI ocie cuyieHaduna — 31,6 u 54,5% COOTBETCTBEHHO [6)].
C TOYKHU 3pEHMA PEBMATOJIOIA TAKOE HA3HAYEHUE Y MAITUEHTOB C
CCI n nopaxennem CCC COBEPIIEHHO ONMPABIAHO, ITOCKOJIBKY TT03-
BOJIACT HE TOJBKO YMEHBIIUTL CKOPOCTD NPOrpeccupopanms JIAT,
HO 1 BO3JE€HCTBOBATH HA IPOrPECCUPOBAHME (peHOMEHA PeitHO 1
(OPMHUPOBAHNE AUTUTATHHBIX 3B, B pEKOMEHAINAX ACCOITUALTAN
peBMaTonoros Poccun no BesieHUIo 607bHbIX ¢ CCJI, CHHAPOMOM
PetiHO 6€3 IUTMTAIBHBIX 3B IPUMEHEHNE APD HE IPEyCMOTPEHO,
OJJHAKO CETOIHSA YKE MOTYJEHbI JOKA3ATENBCTBA TOTO, YTO IIPUME-
HeHne 603€HTaHA B TedeHue 6 Mec B /103€ 62,5 MI'/CYT IIPH JIUTY-
TATbHBIX $I3BAX U CUHJPOME PEHO CIOCOOCTBYET YIYUIIEHUIO
MHKPOLMPKY/IALMHA 1 TKAHEBOK NEPQY3HUH B COCYIAX KOKH, 3dKH1B-
JIEHUIO A3B ¥ yMEHBIIEHUIO KOMMYIECTBA HOBBIX A3B [7, 8]. DTO 1103-
BOJIMJIO PEKOMEH/IOBATh MHTMOUTOPBI 9HAOTENNHA-1 — 603€HTaH
62,5 Mr' 2 pasa B JicHb, rasiee 125 Mr 2 pasa sieHb (A JUIst Ipej-
YIPEKACHNS, B /U1 33KUBIEHNS) B COCTAaBE KOMOUHUPOBAHHOH Te-
parnuu y NaiueHToB C JUTUTAIbHBIMU A3BAMU.

Taxum 06pa3om, Ha OCHOBAHNUHN U3JIOKEHHOTO MOXHO JaTh OT-
BETBI Hd BOIPOCHL, TIOCTABIEHHBIE B HAYAJIE JAHHOTO IOKIA/A:

1. CymieCTByIOMMIT AITOPUTM JUATHOCTUKHN IMTOPAKEHNA CEPALIA U
COBPEMEHHBIE MHCTPYMEHTATIBHBIE METOJbI MCCIIEAOBAHNA T103-
BOJIFIIOT YETKO BEPUPUIIMPOBATD NOPAKeHUE cepata mpu CAPS.

2. Cnennprueckas repanusd JIAI 3HaAYUTENBbHO yIydIIaeT Kaue-
CTBO KM3HU U MPOTHO3 NauenTos ¢ JIAT-CAP3.

3. MecTO 603€HTaHA TAKKE ONPENETICHO KaK B iedennn JIATL, He-
CMOTPs HA TO, YTO OH IIE€PECTAN OBITH IIPENapaToM Beidopa 1-1
JIMHUY, TaK U B JIEYEHUU JPYTOI COCYAUCTOH IATONOTUU — CUH-
ApoMa PEfTHO 1 IMTUTAIBHBIX 438 Ipyu CAP3.

B 3axmoueHne ObUIN 03BYYEHBI IIPOGIEMBI, KOTOPBIE C TOUKU
3PEHUA PEBMATOJIOTOB CYIECTBYIOT CEI'OJJHA B BEIEHUU OOJIbHBIX
¢ JIAT-C3CT:

* Heo6X0MMO MOBBICUTD 3aMHTEPECOBAHHOCTD BPA4a-PEBMATO-
JIOr'a B KOHTPOJIE COCTOSIHUA 6051bHOTO ¢ CAP3 11 JIAT.

¢ [IpobeMa MEKKIACCOBOIO B3aMMOAIENUCTBUA JTEKAPCTBEHHBIX
[IPENnapaTos (I'€HHO-NHXEHEPHO-OUONIOTNYECKUE MTPENAPATHI,
LIUTOCTATUKU U JIAT-crienuduueckas Tepanus).

* Heo6x01MMO Bpauy-peBMATOJIONY IPEACTABUTD MAPIIPYTH3a-
uro 60pHOTO JIAT.

* Her perucrpa, yuera 6oimbHbIX JIAT-C3CT, 4TO 3HAYUTENBHO
CHIZKAET KAa4E€CTBO OKA3aHUA IOMOIIHU OOJIBHBIM JJAHHOM KaTe-
TOPHH.
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