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PE3HOME

JIAT, accounmnpoBaHHas ¢ BINC, no aaHHbIM Poccuinckoro pe-
rMCTpa JIerovyHom aptepuanbHon runepteHsum (JTAT) m XpoHu-
YeCKOoI TPOMO03IMOOMYECKON NErovHoi runepteHann (XTI,
MMEET BbICOKYIO pacnpoCTpaHEHHOCTb M 3aHUMAET BTOPOE MECTO
nocne navonatuyeckoi nerovHor runepteHsun (UM no pac-
NpocTpaHeHHOCTK cpeam Bcex hopm JIAT 1 nepBoe MecTo cpeau
accoummnpoBaHHbix popm. Mpu passutim JIAI nauueHTsbl ¢ BPOX-
AeHHbIMK nopokamu cepaua (BINC) HyxaatTcs B Ha3HA4eHUM no-
ctosHHoi JTAT-cneuudomnyeckon Tepanun. B cTaTbe npeacTasneH
0630p KNUHUYECKUX UCCNEef0BaHNIA NEKAPCTBEHHbIX NPenaparos,

CseneHusa 06 aBTopax:

3aperncTpupoBaHHbIX B Poccuiickoil ®@efepaunn B HacTosLiee
BpEMS B AAHHOI KOropTe GO0MbHbIX, BKMOYAOLWNIA aHTarOHMCTbI
PELLenTopoB HLOTENNHA (6O3BHTAH, MALMTEHTaH, aMOPU3EHTaH),
NHrM6MTOpSLI hocoamnacTepassl Tuna 5 (cungeHadmn), cTumy-
NATOPbLI PACTBOPUMOIA ryaHUNATLNKNA3b! (PUOLUTYaT) 1 aHanoru
npocTauuknuHa (Unonpocr).

Knrouesble cnosa: JIAM, accoynmposarHas ¢ BI1C; Tepanns JIAT,
accoynnpoBanHHoi ¢ BIIC; aHTarOHNCTbI PELENTOB 3HAOTENINHA;
0036HTaH; MaynTeHTaH, amOPU3EHTaH, UHTMONTOPbLI GhoCcehoans-
CTepasbl TNa 5; cnigeHachni; CTuMyssaTopb! PACTBOPUMON yaHu-
NIaTUNKNA3bI; PUOLNTYAT; AHASIONM NPOCTALNKIINHA; UI0MPOCT.
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NeroyHas apTtepuanbHas rUNepTeH3us, accouuupoBaHHas ¢
BPOX[EeHHbIMM nopokamu cepaua (JTAT-BIIC), oTHocutcs K 1
rpynne B Knaccudukaumm neroyHon runepteHsun (N1 (taén.
1), KoTOpas xapakTepuayeTcs cneayoWwmmMu KpUTepusmun: noBbl-
LUeHWe cpefHero AaeneHus B nerodHoi aptepum (OJ1Acp) >25
MM pT. CT. W leroqHoro cocyauctoro conpotusnenus (JICC) >3
el. Byna, HopmanbHoe AaBfieHne 3aKUHUBAHNS NEro4YHON apTe-
pun (O3J1A) <15 MM pT. CT., HOPManbHbIA UK CHUKEHHBIA cep-
Oe4Hbli BbIGpoc (CB), mamepeHHble N0 AaHHbIM KaTeTepusaLum
npaBblX OTAENOB Cepaua B NOKOe, a TAKXEe OTCYTCTBUE APYrux
NPUYUH AN NOBbILIEHUS AABEHUS B NEro4Hoi apTepun (3a6o-

NeBaHNS NeBbIX 0TAEN0B CepALa W NIErKNUX, XpOHMYECcKas TpoMO0-
3MO0NUs BETBEI NIErO4HON apTepun, Apyrue peakue hopmbl o
cMeLuaHHbim resesom J1I) [1,2].

TOYHbIE 3NUAEMUONIOTMYECKIME JaHHbIE 0 PACNPOCTPAHEHHOCTH
JIAT-BIC otcyTcTBytoT. M0 AaHHBIM EBPONEACKMX pPerncTpoB pac-
npocTtpaHeHHocTb JIAT-BIC coctaBnset 4-28% cpeau 60nbHbIX
¢ J1AT, 13 Hux cuHapom JiizeHmeHrepa peructpupyerca y 1-6%
nauueHTos [3].

NAT He Bcerpa conposoxaet BIC. Tak, Hanpumep, pa3BuTie
JIAT MOXHO 0XnpaaTb TONbKO Y 3% 60/bHbIX C OTKPbITbIM apTe-
puanbHbiM npotokom (OAIM), y 10-17% 60nbHbIX ¢ AedeKTOM
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ClrELINPUNHECKASA TEPATVIA JIATT, ACCOLVVIPOBAHHASA BINC
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I'pynna 1: Jleroynas
apTepuanbHas runepTeH3ns

mexnpefcepaHoi neperopogku (OMIMM), y nonoBuHbl nauu-
EHTOB NPU HaNMM4un fediekta MexOKesyL04KoBoA neperopomku
(AMXKI), B 90% cnyyasx npu Hanu4um fedekta aTpuoBEHTPUKY-
NSPHO NeperopoaKku My BCeX NaLMEHTOB C 06LMM apTepuanb-
HbIM CTBOJIOM [3].

Bmecte ¢ Tem, BIC asnseTcs Hanbonee 4acTon NPUYNHOIL pas-
BuTmMa JTAT B Hawen cTpaHe. o gaHHbIM Poccuitckoro permcrpa
NEr0YHONM apTepuanbHo r1nepTeH3mn U XpOHUHeCKOR TPOM60-
3M60MNYeCKO SIErO4HOI rMNepTeH3uUK, 405 B3POCbIX 60MbHbIX
NAT-BIC cocTanset 34% u 3aHMMaeT BTOPOe MECTO MO pac-
NPOCTPAHEHHOCTU cpeam Beex qpopm JTAl 1 nepBoe MECTO cpeau
accounmnpoBaHHbIx hopm [4].

KnuHuyeckas Knaccumukaums CUCTEMHO-NEr0YHbIX LIYHTOB,
accouumpoBaHHbIx ¢ JIAT, npeacTasneHa B Tabnuue 2, BKNOYaeT
cuHApoM 3ii3eHmeHrepa, JIAT, accouumpoBaHHyto ¢ npeobnaaa-
HUEM CUCTEMHO-NIEr04HOr0 WYHTUPOBAHUS KpoBK, JIAT npu men-
Kux / cny4aiiHblx fedekrax u peaugyanshyo J1AT.

Kak npasuno, nauneHTbl ¢ BIC npu Hanuyun JIAT asnstoTtca
y)Xe HeonepabenbHbIMU. EQUHCTBEHHAA rpynna 60JbHbIX, KOTO-
pble MOrYT 6bITb MOABEPrHYTbI XMPYPrUYECKOM WK 3HA0BACKY-
NAPHON KOppekunu — 310 nauueHtsl ¢ JIAT, CBA3AHHOW C npe-
06nafaloLLMM CUCTEMHO-NEr0YHbIM LUYHTMPOBAHMEM KPOBW Npu
HaNN4UU CPeAHUX U 60bLUNX [eDEKTOB, NMPK KOTOPbIX JIEro4HOE
cocyauctoe conpotusnenue (JICC) nosbiweHo ymepeHHo. Mpo-
BEJleHNEe OMnepaTMBHOIO BMelLaTenbcTBa onpasgaHo npu JICC
<2,3 eauHu, Byna n npotusonokasaHo npu J1IGC >4,6 eauuuy
Byza; npn npoMexxyTo4HbIX 3HAYEHMAX MOXET ObITb OMpesesieHo
[ONOJTHUTENbHO, OCHOBbLIBASACH HA OMbITE XUPYPrUHECKOro LeHTpa
(tabn. 3) [1]. Y nauneHToB C CUHLPOMOM JM3eHMeEHrepa onepa-
TWBHOE BMeELUATEeNIbCTBO NMPOTUBONOKA3AHO, TaK KaK YCTPaHeHue
(OYHKLIMOHUPYIOLLIETO LLYHTA HEN30EXHO NPUBELET K neperpyske
npasbIX OTAEN0B CEPALA, NPABOXESYL04KOBON CEepAEYHON Heao-
CTaTO4HOCTM U rmbenn nauuneHTa. Y 6onbHbIx ¢ JIAT, cBA3aHHON

Ta6nuua 3. PekomeHaauuu nNo KOPPEKUUN BPOXAEHHbIX
NOpPOKOB C NPEUMYLLECTBEHHbIM CHCTEMHO-
NeroYHbIM HanpaBNeHWeM LIYHTUPOBAHUA KPOBM

JICC Wupeke JICC Knacc 1 ypoBeHb

(Wood) (Wood x m?) Mokasatina [10Ka3aTeNbHOCTH
<23 <4 Ja lla C
>4,6 >8 Het lla C
Ha ycmoTpeHue
23-46 4-8 LieHTDa lla C

¢ manbimu gedpektamu (VXK <1 cm u OMIM <2 cm), xupypru-
yeckas Koppekuus Mano3ddeKTUBHA 1 NO3TOMY SKCMepTaMu He
pekomeHayeTcs, a y 60nbHbIX C pe3uayanbHon JTAl He 06CyX-
naetcs. Takum 06pa3om, npakTU4eckn Bcem naumentam ¢ JIAT-
BINC Heo6x0aMMO Ha3Ha4YeHMe NOCTOSHHOr0 MeJUKaMeHTO3HOro
neyeHns.

OCHOBY NeKapCTBEHHOM Tepanuu COCTaB/AET Tak Ha3blBaemas
NAT-cneumndunyeckas Tepanus. ns nevenus 6onbHbix JIAM-BINC
MOTrYT UCMOMb30BATLCA JIEKAPCTBEHHbIE Npenapatsl, BO3AeNCTBY-
foLLMe Ha TpU Hanbonee U3yYeHHbIe B HACTOALLEE BPEMA narore-
HeTn4eckne mexaHusma oopmuposanus J. B PO 3apeructpupo-
BaHbl Npenaparbl, BUSAIOLLME HA YPOBEHb 3HAOTESIMHA (603EHTaH,
ambpu3eHTaH 1 MauuTeHTan), okcuaa asora (NO) (cungeHadpun n
puoLMryar) u akTUBUPYHOLLME NPOCTAHOMHbIE PELLENTOPbI (MHra-
NALNOHHbIA UNONPOCT).

BONbLIMHCTBO paHLOMU3MPOBAHHBIX KIMHUYECKUX MCCneno-
BaHuin (PKW) npoBefeHo y nauneHToB ¢ CUHAPOMOM JM3eHMEH-
repa. MauneHTbl ¢ ManbiMu fedekTamn 1 ¢ peamayanbHon JTAT
BKNtoYanuch Bo mMHorne PKI, nposogumble ansa 60nbHbIX JIAT.
MpumeHeHue JTAT-cneundryeckon Tepanumn NpakTU4eckn He ns-
Y4EHO NUWb Y NaUMeHTOB C 60MblUMMK feddeKTamMmu U NpenmMy-
LLIeCTBEHHbIM LUYHTUPOBAHWEM KPOBM B MOKOE CfieBa Hanpaso.
970 06YCIOBSIEHO TEM, 4TO, BO-MEPBbIX, Y PAAA TaKMUX NaLuyueHToB
eLLe MOXXHO MPOBECTU XUPYPrYecKyo KOPPEKLMIO NOpPoKa, a BO-
BTOPbIX, MPU HA3HA4YeHUM NATOrEHeTMYeCcKOro npenapara ectb
NoTeHUMaNbHas BOSMOXXHOCTb YBENMYMTbL 06bEM KPOBU, Nonaga-
IOLLNIA B JIEFOYHYI0 apTepuio, TeM CaMbIM aKTUBUPOBATb Kackaj
NaToNorMyeckUX Peaxuuil, BKNIOYALWMX 3HA0TENNANbHYI AUC-
(byHKLMI0, Nponudepaunto, NPOKOArynsHTHbIE peakuun u Tak
Jarnee, 4T0 MOXET YXYALWNTb CUTYALMIO.

B HacTosLee Bpems HanbonbLUYIO OKa3aTeNbHY 6a3y y aToil
KaTeropum 60J1bHbIX UMEeT 603eHTaH N0 UTOraM MHOMOLEHTPOBO-
ro, BONHOIO CNenoro, paHAOMU3UPOBAHHOIO, NaLe60-KOHTPO-
nupyemoro uccneposanus BREATHE-5 (Bosentan Randomized
trial of Endothelin Antagonist THErapy-5) [5]. bo3eHTaH — He-
CENeKTUBHbIA aHTarOHUCT peLenTopoB aHAoTenuHa (APJ), 6no-

Tabnuua 2. Knuinveckasn knaccupmkawmsa BPOXAEHHbIX CUCTEMHO - JIErOYHbIX LYHTOB, aCCOLMMPOBaHHbIX ¢ JIAT

[MauneHTbl C 60AbLIMMN BHYTPU- 1 BHECEPLEYHbIMM AeheKTamu, y KOTOPbIX BCAEACTBME NPO-

CuHApOM dit3eHMeHrepa

rpeccupoBaHus 3a60neBaHNs 0TMeHanoch BodpacTtanue JIGC, 4To npuBeno K hopMMpPOBaHUID
[BYHANPaBIEHHOr0 NOTOKA WX NPABO - NEBOIO LUIYHTMPOBAHUA KPOBW. [N HUX XapaKTepHO Ha-

NNYUE LIEHTPANbHOrO LiMaHo3a, BTOPUYHOMO 3pMTPOLIMTO3a M NONUOPraHHON He0CTaTO4HOCTH.

JIAT, accounmpoBaHHas
Il ¢ npeobnagaHnem CMCTeMHO-
NEr0YHOrO0 LYHTMPOBAHNA KPOBN

BkntoyaeT cpefgHue u 6onblune aedekTbl, npu KOTOpbIX JICC NOBbILWEHO YMEPEHHO, B
OCHOBHOM COXPaHSIETCA CUCTEMHO-JIEr04HbI MOTOK KPOBU. B MOKOE LiMaHo3a Her.

OtmeyeHHOe noBbiwweHue JICC npy Hanuyum maneHbknx AedekToB (06b14HO AedheKTb

Il JIAT npu Menkux / cnyyaiiHbix aedextax

MM <1 cm 1 gechektbl MMM <2 cm, u3mepeHHble npu nomoLy 3xoKr), KoTopble camo-

CTOATENbHO He 06bACHAT NoBbiweHue JICC. KnuHnyeckas kapTuHa cxoxa ¢ W,

v/ JIAT nocne nposeaeHus
KOppUrnpyHoLLieid onepawnn

Koppekuus BIC 6b1na npoeaeHa, oaHako JTAT peructpupyercs cpasy nocre one-
pauuu uan NosBIAETCA CNYCTS MeCALbl /rofbl NPX OTCYTCTBMN 3HAYUMBIX MO-
CNeonepaLnoHHbIX 0CTATOYHbIX MOBPEXAEHUIA U BPOXKAEHHbIX 1eCHeKTOB
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Kupytowmin o6a tuna peuentopos (3TA n 3TB). B uccnepoBaxue
ObINO BKNKOYEHO 54 naumeHta ¢ cuHapomom JdideHmeHrepa il
(byHKUMOHanbHOro knacca (®K) no knaccudpmkauum BO3, u3
KoTopbIX y 67% wumenacs JIAT scnepcteue OMIIMN, y 24% Benen-
cteue ANVIKIT u y 9% codetanue AMMMN+QMXKI1. bonbHble 6b1n
paHgoMM3MPoBaHbl 2:1 4na npuema 603eHTaHa B Ha4anbHO J03e
62,5 Mr 2 pasa B [1eHb B Te4eHue 4 Hefienb C NocneayrLwum yBe-
nuyeHnem Oo3bl 4o 125 Mr 2 pasa B ieHb U Ans npuema nnaueoo.
K 16-011 Hefiene nevyeHns 603eHTaH NPOAEMOHCTPUPOBANT CHIKE-
Hue JI1C (-472 auHxcek/cm®, p = 0,038), cpeaHee aasnexue B J1A
(4J1Acp) (-5,5 mm pT. cT., p = 0,036) 1 yBennyeHue TONEPAHT-
HOCTW K (PM3UYECKUM Harpy3kam: AUCTaHLMS B TeCTe 6 MUHYT-
HOM xofbbbl (T6MX) ysenmymnace Ha 53,1m, p = 0,0079. 35%
60JIbHbIX U3 TPYNMbl aKTUBHOW Tepanun npoTue 13% n3 rpynnebl
nnaue6o ynydwunn ®©K go Il, n Tonbko y 3% npotus 6% 60nb-
HbIX 3aperncTpupoBaHo yxyawenne ®K go IV. Mpu atom Tepanus
003EHTAHOM He YXYAllana HacblleHne KpOBM KUCIOPOAOM U Xa-
paKTep130Banach XopoLlen NepeHOCUMOCTbI0.

37 NauueHTOB NPOJOMKMIN HabNOJEHNE B PaMKaxX OTKPbITOI
(hassl 00 24 Henenu Tepanuu. B rpynne, nony4asLuen paHee nna-
11e60, ObINO 3aperncTpMpoBaHo yBennyeHne auctaHumum B T6MX
Ha 33,2+23,9 m; B rpynne, paHee nonyvawoLlein akTUBHYIO Tepa-
MU0, JONONHUTENbHBIA NPUPOCT cocTaBun 6,7+10,0 m, cymmapHo
3a Becb nepuoa HabnoaeHuns 61,3+8,1 m. K KoHuy nccnenoBaHus
64,9% 60nbHbIX Umenu Il K 1 35,1% — octasanuch B Il K.

Pesynbtathl uccnegosanns BREATHE-5 no3sonunu pekomeH-
[0BaTb 603EHTaH ANS NeYeHUs NaLUeHTOB C CUHAPOMOM Jii3eH-
meHrepa npu ®K lll no knaccudmkauum BO3 ¢ knaccom u ypos-
HeM [loKasarenbHoli 6asbl IB [1,2].

Maumentsl JIAT-BNC, B TOM Yucne 17% ¢ CUHAPOMOM JN3EH-
meHrepa, Il ®K 6binn BkntoyeHbl B PK EARLY Hapsay ¢ naum-
eHTamn apyroii atuonorum JIAT. Cnycta 24 Hepenu Tepanum
ObISI0 3apPerucTpMpoBaHo aoctoBepHoe cHimkeHue J1CGC (-22,6%,
p<0,0001), 6611 0TMeYeH npupocT guctanumn B T6MX +19,1 m,
YTO 0Ka3anocb HeAOCTATOYHbIM AN AOCTMXKEHMS CTaTUCTUYe-
CKOi1 3HaYMMOCTH [6].

B koHue 2015 1. B P® 6bin 3aperncTpupoBaH HOBbIA HECENeK-
TWUBHbIA aHTarOHUCT PeLenTopoB 3HAOTENNHA MALMTEHTaH Ans
neyveHust 6onbHblx ¢ JIAT HI-IIl ©K, B TOM Yucne Ang naumeHToB
C npocTbiMu HekopperupoBaHHbiMu JIAT-BIC. Co3gaHue wma-
UUTEHTaHa ABUMOCL PE3YyNbTaTOM WHTEHCWUBHOMO MOMCKA HOBbIX
NEeKapCcTBEeHHbIX NpenapaTos, Npu Kotopom 6onee 2500 monekyn
ObISIN CUHTE3WPOBAHbI W MCCNEA0BAHbI B OTHOLLEHMM aKTUBHOCTH,
apdekTuBHOCTM 1 npodhuns 6e3onacHocTn. OcHOBHasA 3adava
COCTOS/1a B TOM, YTOObI HANTU MOJEKYNY C 60/ee BbICOKOW a-
tbekTnBHOCTLIO Npw JTAT, a TaKxe ¢ 6naronpuATHbIM npounem
0€30MaCHOCTI 1 NEPEeHOCUMOCTU, C MUHUMATBHBIMIA PUCKAMN
Pa3BUTUSA HEXeNaTeNbHbIX ABNEHNIA, 0COOEHHO B OTHOLLEHWN aK-
TUBHOCTMN NEYEHOYHbIX (DEPMEHTOB.

MauunTeHTaH B CpaBHEHUW C APYrMMU NPeACTaBUTENSMU Knac-
ca APJ o6namaet Takumu (PU3MKO-XUMUYECKUMU CBOMCTBAMMN,
KOTOpble CMOCOBCTBYIOT NMPOHWKATb B TKaHW. B akcnepumenTe
ObII0 NOKA3aHO, YTO NOTEHUMAN NPOHUKHOBEHUS B TKAHU Y Ma-
umteHTaHa B 600 pa3 6onblue, 4em y ambpuseHTaHa v B 60 pa3
Bbille, 4em Yy 603eHTaHa [7]. Bpema cBA3bIBaHUA MaLMTEHTaHa
C peuenTtopammn-muiuenammn (T1/2) 8 15 pas 60sbLue no cpasHe-
HUIO C aMOPU3EHTAHOM U 6O3EHTAHOM, YTO MO3BONAET COKPATUTD
KpaTHOCTb npvema [0 1 pasa B cyTku [8]. MaumteHTaH ocTaetcs
BbICOKOAKTMBHbIM NPU MOBbILLEHHON KOHUeHTpauun ET-1 B oTnmn-
yue OT aMmbpu3eHTaHa 1 603eHTaHa [8], YTo ABNAETCA Ype3Bblail-
HO akTyanbHbIM npu J1AT.

Mo3uTnBHbLIE 3(PCEKTbI MaLUTEHTaHa ObINKU NOKa3aHbl B KPYyn-
HOM MHOrOLIEHTPOBOM [JBOWHOM CRenoMm, nnaue6o-KOHTPOIU-
pyemom uccneposaHuin SERAPHIN, HanpaBneHHOM Ha OLEHKY
3a6051€BaEMOCTM 1 CMePTHOCTM y nauueHToB ¢ JIAT [9]. B wuc-
crnefoBaHuMe ObINO BKNOYEHO 742 naumeHTta, U3 KoTopbix 8,7%
Obinu 60NbHbIE C pe3uayanbHon JIAI mocne Xupypruveckon
Koppekumn npocTbix fedoektos (AMMM, OAMXKI, OAM). CpefgHuit
BO3pacT coctasun 46,6+16,3n; 52,5% umenn I/l ®K, 47,5% I/
IV ®©K. lMauueHTbl 6bIIM paHOIOMU3NPOBaHLI B Tpynnbl B COOT-
HoweHun 1:1:1 n nonydanu 3 mr unu 10 Mr mauuTeHTaHa unu
nnaue6o oAuH pa3 B AeHb. [puyem 60blie NONOBUHbI NALMEH-
TOB (63,7%), BKNOYEHHbIX B UCCNELOBaHNE, HAXOAUUCh Ha CTa-
6unbHo JTAT-cneundnyeckoii Tepanumu Kak MUHUMYM B TEHEHUN
3 MecsueB 0 paHaomusaumn uHrubuTopamu docdoanacrepa-
3bl TMNA 5 (N®L35) (61,4%), nepopanbHbIMU / UHTANSLUOHHBIMU
npoctaHongamu (9,4%), 6nokatopam KanbLyeBbIX KaHanos mnu
L-apruHuHOM.

[TepBNYHOI KOHEYHOM TOYKOW ObINO BPEMA [0 HACTYNeHUs
NepBoro Co6bITMS, BKMKOYAKOLWEr0 CMEPTb OT BCEX MPUYUH UMK
npeacepaHy0 CenTOCTOMUIO, UM TPAHCNIAHTALMIO NIErKMX, Un
NOTPEe6HOCTb B HA3HAYEHWNM BHYTPUBEHHON / MOLKOXHOI Tepannu
npoctaHoungamu wunu gpyroe yxyawenue JIAI (yxygweHne OK
UNK NpaBOXeNyao4yKoBas [LeKOMMeHcauns + YXyAlleHue Amc-
TaHumn B TBMX >15% + noTpe6HOCTb B 3cCKanauuu Tepanum —
npucoegnHeHue apyroro JIAl — cneunduryeckoro npenapara unu
napeHTepanbHOro AuypeTuka).

B pesynbTate uccnenoBaHus 6oina nokasaHa cnocobHOCTb Ma-
UuTeHTaHa B fo3e 10 Mr B CYTKM CHMXATb PUCK BO30OHOBNEHUSA
He6NaronpuATHbIX COOLITUIA U cMepTK Ha 45%. Ha 55% cHuxa-
nacb 3a60/1eBaEMOCTb U CMEPTHOCTb NPU Ha3HAYEHUM MaLNTEH-
TaHa B Ka4yecTBe MOHoTepanuu 1 Ha 38% — npu Ha3HA4YeHUn ero
B Ka4yecTBe BTOPOro npenapara. bbino 3apernctpuposaHo 49,8%
CHWXEHWE 4aCToTbl rocnutanuaaLuni, cesdaHHbix ¢ JIAl, n 52,3%
— CHUDKEHWe KONMYecTBa AHeW rocnutanusauun. lpu oLeHKe
BTOPUYHbIX KOHEYHbIX TOYEK K 6 MecsLy Tepanii BbIiBNEH Npu-
pocT anctaHuum B T6MX Ha 22,8m (p=0,007), npn atom 6onee
3HAYUMO AucTaHumMs ysenuyunack y nauneHtos c lII/IV OK (+37
M), npu /Il OK (+12,3 m). Yny4wweHne OK BbifBneHo y 22% 60rb-
HbIx (p=0,006). Mpu oLiEHKE reMOANHAMUYECKUX NOKa3aTeseii no
CPABHEHUMIO C TPynnoii nnauebo MaLUTEHTAH 3HAYMMO CHUDKAN
JICC v yBenu4msan cepaeyHblii uHaekc (CU): TepaneBTUYECKUIA
3(bheKT, CKOPpeKTUpOBaHHbIN Ha nnaue6o, coctasun 61,5%
(97,5% OW: 51,0, 74,3) n 0,63 (97,5% [OW: 0,28, 0,97), cooTBeT-
CTBEHHO.

MauuTteHTaH MmeeT onTMManbHbld Npoduns 6e30MacHOCTM.
Tak, npu Ha3HavyeHun ero B aose 10 Mr B CyTKM 4actoTa pas-
BUTUS nepudepuyeckux 0TekoB 6bina CONOCTaBMMA C Fpynmnon
nnaueéo (44% npotus 45%, COOTBETCTBEHHO), 6osiee 4yem 3-X
KpaTHOE YBeNIMYeHne YPOBHSA BepXHei rpaHuubl Hopmbl (x BIH)
NEeYeHOYHbIX TpacaMMHA3 3aperucTpPUPOBaHO PEXeE, YeM B rpynne
nnaueéo (3,6% npotus 4,5%, COOTBETCTBEHHO), HE3HAYUTESIbHO
yaule peructpupoBanoch >3-x BIH neyeHO4HbIX TpaHcamuHas
B co4eTaHun ¢ > 2-x BI'H yposHem 6unupybuna (2,1% npotus
1,7%, COOTBETCTBEHHO). [losBNIeHMe aHeMuUn 6blN0 eANHCTBEH-
HbIM KpUTEPUEM, PETUCTPUPYEMBIM YaLLe NPK NeYeHUN MaLUTeH-
TaHoMm (13,2% npotus 3,2% npw nnaue60), 04HaKo 4N 60SIbHbIX
JIAT-BIC XxapakTepHO 3Ha4UTeNIbHOE MOBbILLIEHNE YPOBHS reMo-
rNo6MHA U 3PUTPOLUTOB, B CBSA3N C YeM 3TO NOO6OYHOE AeACTBUE
eLLe He UMEET KIMHUYECKOI OLEHKN.

B HacToslLlee BpeMS yxKe NOSBUAMCL NepBble Pe3yNbTaThbl 3a-
MeHbl CTabUNbHOW Tepanuu 603eHTaHOM Ha MauuTeHTaH [10].
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ClrELINPUNHECKASA TEPATVIA JIATT, ACCOLVVIPOBAHHASA BINC

Tabnuua 4. IhdrekTbl nepekntoyeHus 6onbHbIx JIAT-BIC ¢ Tepanum 603eHTaHOM Ha MaUMTEHTaH

dakTopbl, onpefensIoLwue Nnporios bo3eHTaH MauutenTan p
[ocnuTannaaums B CBA3M C CepPLeYHOI HeJ0CTaTOYHOCTBIO®, % 7,5 2,5 0,50
CuHKonanbHoe cocTosHNE, % 2,5 2,5 1,00
®K no BO3 Il unn 1V, % 48 23 0,004
T6MX, MuHSD 394125 397+123 0,79
Sa02, %, VKL 87 [81-93] 85 [81-94] 0,42
®epputuH, Hr/n, NKLL 45 [22-89] 63 [28-110] 0,41
NT-proBNP, Hr/n, VKLU 723 [311-1328] 488 [215-1291] 0,02
TAPSE, mm£SD 19+4 215 0,002

lMpumedarne: VIKLL — nHTepkeapTuibHas Lwmpora; SD — cTaHAapTHOE OTKIIOHE-

Hue; TAPSE — cucTOnmM4ecKkoe CMELLIBHNE TPUKYCIINAATTbHOIO KObLia

Tak B MHOroLgHTPOBOE NPOCNEKTUBHOE KOrOpPTHOE WCCIefoBa-
Hue 6bio BKYeHo 40 naumeHTtoB ¢ JIAT-BMC (cungpom 9it-
3eHMeHrepa 75%, ¢ CUCTEMHO-TEr04HbIMU WyHTamMm 7,5%, C He-
6onbwmmn gedektamu 2,5% u ¢ pesugyansHoi JIAT 15%) [11].
9TV NaLMeHTbl paHee Noy4yanu 603eHTaH B TeHeHWe ANNTENbHOIO
BPEMEHN (MeAnaHa AnnUTeNbHOCTU cocTasuna 7,2 roga). 3ameHa
603eHTaHa Ha MauWTeHTaH ocyLlecTBnsnacL nocne 24 4acosow
0TMeHbl. CnycTs 6 MecsALeB Tepanun MaLUMTEHTAHOM 3aperucTpu-
POBAHO 3HAYMTENbHOE YMEHbLUEHWE MPOLEHTA THXENbIX nauu-
eHToB ¢ IlI/IV ®K (23% npotus 48% ucxogHo, p= 0,004), cHu-
xeHue yposHa NT-proBNP ¢ 723 (311-1328) no 488 (215-1291)
(p=0,02), yBenu4yunacb CUCTONMYECKAA 3KCKYPCUSA KOMbLA TPUKY-
cnupaneHoro knanaua (TAPSE) (215 npotus 19+4 mm, p=0,002)
(tabn. 4). B uccnegosaHun 40% nauneHTOB UMENN CUHLPOM
[layHa, 4T0, BEPOATHO, MOrNO NOBNUATL HA OTCYTCTBKE NPUPOCTa
anctadumn B TEMX. Mocne nepexoja Ha MauUTEHTaH Cepbe3HbIX
HeXenaTeNibHbIX ABIEHNIA 0TMEYEHO He 6bI0. 3aperncTpupoBaH
OJWH NeTaNbHbIA UCXOA N0 NPUYKHE Cencuca.

Ewle B 0HO NpoCneKTNBHOE OTKPLITOE UCCnefoBaHue Herbert
S. ¢ coasTopamu (2017 r.) [12] 6b110 BKIHO4eHO 15 B3poCnbIX
naumenTos ¢ JIAT-BIC B Bo3pacte 38 (23-61) nert, 46,7% u3 Ko-
TOPbIX ObINN XEHLUMHbI, 8 NaUMeHToB ¢ cuHapomom [ayHa. Y 8
NaLMeHTOB UMENCcs CNoXHsblit BIC, 4To BCTpeYaeTcs [OCTaTO4HO
penKo B KIMHUYECKUX UCCNeA0BaHUsAX. 9 naLneHTOB paHee nony-
yanu 603eHTaH, B TOM yucne B KombuHauum ¢ NP5, 2 naum-
eHTa nonyyanu moHotepanuio N®OI35 n 4 paHee He NEYNNIUCE.
Meganana nepuoga Tepanuu MauuTeHTaHom coctasuna 289 (0-
694) nHeli. B pesynbTare uccnefoBaHus 6bIn0 NOKa3aHo A0CTO-
BepHoOe yBenuyeHue guctaduum B TBMX ¢ 286 (120-146) o 360
(150-450) metpoB (p<0,05) HecMoTps Ha 60MbLLOE KONIMYECTBO
BKMIOYEHHbIX NALNEHTOB C cuHapomom [ayHa. Meanassl OK, ca-
Typauuu aptepuanbHoi Kposm (Sa02) B NOKOE W NOCSe Harpy3Ku,
MHAeKC oablwkn no bopry, TAPSE nmenu TeHAeHUMIO K ynyuLue-
HUIO, OJJHAKO He Habpanu CTaTUCTMYECKON 3HAYMMOCTH.

lMNepeBoa Ha MauuTeHTaH y B3POCHbIX nauuentos ¢ JIAM-BMC
B 6ONbLIMHCTBE C/ly4aeB MepeHOCUIICA XOpOLUO, C YAOB/ETBO-
PUTENIbHbIMU MOKasaTensmu catypauum KpoBW KUCNOPOZOM W
06HaZeXMBAIOLLMMYN  pe3ynbTaTamMmn  OLEHKN 3(PEKTUBHOCTM.
HapyweHnii  oyHKUMOHANbHbIX NPO6 MNEYEHW WU CHUKEHMS
YPOBHSA remorno6unHa BbIsiBNIEHO He 6b1y10. bbin 3aperncTpupoBaH
1 netanbHbIN nexogd cnycts 10 gHeit feveHns y naumnenTa IV ©K
¢ ucxopHon Sa02 67%; 2 nauuenTa 611K UCKITIOYEHbI: 1 cnyyai
13-32 N060OYHOI0 3gppeKkTa (ChiMb), BTOPON 13-3a HECOOMOLEHNS
CXeMbl Ne4eHUs B CBA3M C Npobnemamu 06y4eHUs npu cCUHApome
JayHa.

K coxanenuo, KpynHoe (n=226) MHOrOLEHTPOBOE [BOWHOE
cnenoe paHAOMU3NPOBaHHOE Nnaue60-KOHTPONMPYeMOoe 1ccne-
posanne MAESTRO (MAcitentan in Eisenmenger Syndrome To
RestOre exercise capacity), crapTosasiiee B 2013 r., 4OCPO4HO
3asepLumnock B asrycte 2016 r. B CBA3W C OTCYTCTBMEM [0CTO-
BEPHOW NONOXUTESIbHOW JUHAMUKMN B OLEHKe auctaHumn B T6MX
Ha (pOHE NPOBOAMMON Tepanuu mauuteHTaHom 10 Mr B CyTKu
npoTue nnaue6o y 6onbHeIX ¢ JIAM-BMC. bbino nokasaHo 20%
CHwkeHue ypoBHA NT-proBNP (p=0,006), cHuwxeHue uHaekca
NCC -409,8 puH-cek/cm%/m? npoTuB +79,4aMH-cex/cm®/m? y nna-
ue6o (p=0,018) [13].

Ecnn nposoguTh napannenb C pesynbTatamu UCCReA0BaHUN
BREATHE-5 n EARLY, TO CTaHOBATCA 04€BMAHLIMW HepocTar-
K ausaiiHa ncenegosannsg MAESTRO. B Hero 6bino BKOYEHO
59,7% 60onbHbIX co Il ®K, B Toxe Bpems B BREATHE-5 Bce na-
umeHtbl 6binn 1l OK. B nccnepgosaHun EARLY, B KOTOpOM yya-
CTBOBANN UCKNIOYMTENBHO NauneHTbl co || @K, Takxe He yaanoch
JOCTUYb CTATUCTUHECKOI 3HAYMMOCTN anHamukn B TBMX. Kpome
Toro, B uccneposanunm MAESTRO ponyckanoch BKYeHME na-
LMEeHTOB, MonyyarLwmx npenapatsl u3 rpynnel O35 (27,4%).

Takum o6pasom, aHanusupys utorn nccnegosanus MAESTRO
MOXHO 3aKJTH04UTb, 4TO B HErO ObIIN BKITIOYEHbI 3aBejOMO 60ee
Nerkne naumeHTbl, a Y4nUTbIBaA HU3KYH CKOPOCTb MPOrpeccupo-
BaHus 3ab6onesanus y 60nbHbIX ¢ JIAT-BIC, 4acTb U3 KOTOpbIX
yXXe nosiy4ana neyeHune, BepoATHO TpebyeTtcs 6onee ANUTENbHBIN,
4eM 16 Hefenb, Nepuoj HaboAeHus.

Ewe oauH npeactasutens knacca AP3 ambpu3eHTaH SBnseTcs
CENeKTUBHbIM MO OTHOLLUEHWIO K PeLentopam 3HA0TennHa Tuna
A. B OTKpbITOM NpOCNEKTUBHOM OAHOLEHTPOBOM nnave6o-He-
KOHTPOSIMPYEMOM MCCNefoBaHuK y 17 nauueHToB ¢ CUHAPOMOM
Ji3eHmeHrepa cnycta 163+57 fHA ObINO BbISBMEHO [OCTOBEp-
HOe ynyylleHne aucTtanumm B TBMX ¢ 389+74 no 417+77 meTpos
(p=0,03), 2 naumenta u3 15 ynyqwunn OK. He 6b110 BbISBNEHO
3HA4YMMOro OTPMLATESIbHOr0 BO3LENCTBMA Tepanuu ambpu3eHTa-
HOM Ha ypoBeHb remorno6buHa (p=0,11) n Sa02 (p=0,75) [14].
Mpu gonrocpoyHom HabmogeHun (8o 2,5+0,5 net) npu cpasHe-
HUM C MUCXOOHbIMW W KPATKOBPEMEHHbIMW pe3yfnbTatamMu 6bina
0TMeyeHa cTabunbHOCTL nokasaresnei Sa02, remorno6uHa n K.

[ns Bo3aencTeusa Ha gecpuumt NO B HacTosLLee Bpems npume-
HAKTCA UHMMOUTOPLI pocdoamacTepassl Tuna 5 (MPO3I5) u ctu-
MYNATOPbI PacTBOPUMON ryaHunatumknasbl. lepsble 610KMpyeT
®93-5, cHMxKaa pacnag LMKINYECKOro ryaHo3amHMoHod)ocgata
(UrM®). KpynHbix nnaue6o-koHTponupyemblx PKN ¢ O35 y
6onbHbIX JIAM-BINC He npoBoawnock. EAMHCTBEHHbIM ABOMHBIM-
CnenbiM, NNaLe6o-KOHTPONUPYeMbIM 12 HeflenbHbIM UCCNea0Ba-
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HUEM NO NMPUMEHEHW0 cungeHadouna y naumeHTos ¢ JIAI aBnsercs
SUPER-1 (Sildenafil Use in Pulmonary Arterial Hypertension), B ko-
TOPOE B TOM 4UC/Ee BbINO BKIOYEHO 7% NALMEHTOB C pe3uayarb-
Hom J1AT. Mo pe3ynbTatam Tepanuu 66110 NOKa3aHO JOCTOBEPHOE
yBenuyenune guctaHuyum 8 T6MX (p<0,0001), cepaeyHoro Beibpoca
(p<0,05), cHuxenue J1GC (p,0,0001) n AJTA cp (p<0,05). BmecTe ¢
Tem, cybaHanmsa y 6onbHbIX ¢ BINC nposefeHo He 6bino [15].

Ony6rnukoBaHbl pesynbTaTbl psga nnauebo-HeKOHTponupye-
MbIX paboT, Hanbonee KPYnHbIMK U3 KOTOPbIX ABASIOTCS paboThl
13 Kutas. B nepBoil B OTKPbITOE MHOMOLEHTPOBOE WUCCNeaoBa-
HMe 6bIN0 BKOYeHO 60 nauueHToB, B TOM yucne 48 ¢ cuHApO-
MoM 3n3eHmeHrepa, 4 ¢ peanayanbHoii JIA, 8 ¢ npo4nmu BMC.
CnycTta 12 Hegenb Tepanuu cunaeHadounom 75 mMr B CYyTKM Bbi-
ABJIEHO [OCTOBEPHOE ynydweHne guctaHumn B T6MX (+50,95 m
[42-69], p<0,0001), ymeHblueHue oabiwkiu no bopry (-0,47 6an-
na, p = 0,03), AJ1Acp (-6,42+13,36 mm pT cT, p = 0,0002), JICC
(-518,28+759,05 aunH-cex/cm3/m?, p<0,0001) u ysenuyenue CU
(+1,09+4,38 n/mun/m?, p <0,0001). B obLueit cnoxxHocTn 43,34%
nauueHTos ynyywmnm ®K:y 21,67% (MCXOLHO He OAHOMO naum-
eHTa) OK yBennyuncs go |, CHU3MI0Ch KOIMYECTBO NALMEHTOB C
I ®K ¢ 22% [0 10% n IVOK (Hu ogHoro npoTtus 3%) [16].

BTopoe OTKpbITOE MHOrOLEHTPOBOE MCCrefoBaHne 6bino 60-
nee NpoAo/KUTENbHBIM. B Hero 6b1110 BKIOYEHO 84 nauueHTa c
cunapomom AnseHmenrepa lI-Ill K. Cnycts 12 mecaues Tepanuu
cunaeHadomnom 60 Mr B CyTKM BbISIBNIEHO [OCTOBEPHOE YBENMYe-
Hue aucTaHuun B TBMX (+56Mm [42-69], p<0,0001), Sa02 (+2,4%,
p <0.0001), cHuxerne [J1Acp (-4,7 (-7,9;-1,5) mm pT. cT., p <0,001),
nnaekca J1CC (-774 (-314;-634) nuH-cek/cm®/m2, p<0,0001) [17].

Puouuryar asnsetcs npeacTaBMTENIeM HOBOrO Knacca fekap-
CTBEHHbIX NpPenapaTtoB — CTUMYJATOPOM PACTBOPUMON ryaHU-
naruuknassl (prl). Puouuryar cnocobeH nosbillate 6UOCUHTES
urMao asyms nytamu: NOCpeAcTBOM NpsAMON ctumynsaumu prid
nogo6Ho NO, a TakXe MyTeM MOBbILUEHMS YYBCTBUTENbHOCTM
UM® B ycnoBuaAX HU3KUX KOHLEHTpaumid aHgoreHHoro NO, yTo
BbIFOAHO OTNNYAET ero oT cungeHaduna.

Puouuryart 6bin n3yveH B 12 HeienbHOM paHA0MU3MPOBAHHOM,
OBOHOM  CNenoMm, nnaue6o-KoHTPONUPYEMOM  UCCRe0BaHNN
PATENT y nauuenToB ¢ JTAT. B nocnenytouem 6bin npoBefeH cyba-
Hanmu3 ans 6onbHbIX JTAT-BIIC [18]. 35 nauneHTam ¢ pesuayanbHom
JII nocne koppekuumn BMC (OAMMMN 40%, OMXKIT 34%, OAN 23%,
Apyrue nopokn 3%) HaszHa4ancs puouuryar rno Cxeme ¢ TuTpauuei
n03bl 0T 1,5 10 2,5 Mr x 3 pa3a B JieHb. bbIfo NOKa3aHO 3HAYUTESb-
Hoe cHuxkeHue yposHA NT-proBNP (-164+317; nnaue6o -46+697
nr/mn), JICC (-250+410; nnaue6o -66+632 aAuH-cek/cm®/m?), npu-
poct auctaHuum B TGMX (+ 39£60; nnaue6o 0+42 m) u ynyduwe-
Hue ®K (21/79/0% npotus 8/83/8% B nnaue6o ansa lI/II/IV, coot-
BETCTBEHHO). OfIHAKO, HECMOTPS Ha 3TW [aHHble, B MHCTPYKLWN NO
NPUMEHEHUI0 B HacTosLLee Bpems cpeaun cpopm JTIAI npefcTaBneHsl
uononatuyeckas J1I, Hacneayemas JTAT u JTAT, accouumpoBaHHas ¢
CUCTEMHbIMW 3260/1EBAHUAMUN COEAUHUTENbHOM TKAHN.

A3 aHanoroB npoctaumkinHa B PO 3apeructpupoBaH TONbKO
UNONpoCT ANA WHransauuoHHOro npumMeHeHus. [IBeHaauaTtn na-
LMeHTaM ¢ cuHapomom 3izeHmerrepa (OMMM — 4, OMXI - 5,
OMOM + OMXKI - 2, 0AN — 1), 75% u3 KoTopbix umenu Il OK n
25% — IV, Ha3zHayancs unonpoct B Ao3e 60 MKr B cyTkn. CnycTa
B cpeaHem 18,6+7,4 mecsLeB 3aperucTpupoBaHo 3HAYUTENbHOE
yBenuyenne auctadumm B T6MX (349,4+134,7 no cpaBHeHUIO
¢ 255,8+120,4 nexopHo, p = 0,013), Sa02 (84,9+13,0 npoTtus
80,6£14,2, p = 0,04), 10 naumenToB ynyywwmnm ®K Kak MUHK-
mMym Ha 1 (p = 0,007). He 6b110 3aperncTpMpoBaHO 3HA4UMBbIX
M3MEHEHMI pa3MepoB NPaBoro xenynoyka v JJS1Acp no gaHHbIM
axokapavorpadguun. Tepanus XopoLLo NepeHocKunach, He 6bIo HiA

OAHOr0 0TKa3a OT JieyeHus, U3 NoboYHbIX 3h(HEKTOB Hanbosee
4acTO BCTPEYANUCh NIerkas rofioBHas 60sb 1 oApliika. He 3aperu-
CTPUPOBAHO HW OJHOIO NETANbHOrO CNyyas, HECMOTPS Ha TO, HYTO
370 ObIIM AOCTATOMHO TSKENble MauueHTbl. Y nnonpocTa B WH-
CTPYKLMM MO NPUMEHEHNIO TaKXe HET nokasaHuin ans JTAT-BIIC.

HecMoTps Ha NOTEHUMANbHYIO NMPUBEKATENIbHOCTb, Pe3ynbTa-
Tbl MCCNEA0BAHNIA, NOCBALLEHHBIX N3YYEHUIO NPEUMYLLECTB KOM-
6uHmpoBaHHon JTAT-cneunduyeckon Tepanun ¢ UCNoNb30BaHN-
em knaccos JIAl npenapatoBs, BAUAIOLNX HA Pa3fNyHble MyTH
naToreHesa, BASTCA NPOTUBOPEYMBBLIMU. B 0gHUX UCCneaoBa-
HUAX 6bIN0 NOKa3aHo, 4To fo6aBneHWe cungeHaduna K Tepanum
003EHTaHOM MM 6O3EHTaHA K ANONPOCTEHONY MOXET YNYYLUNTb
reMofIMHaMn4ecKne nokasartenm 1 ToepaHTHOCTb K (oU3nYecKom
Harpyske [19, 20], Apyrue He nokasanu HUKaKOW NOJb3bl TaKOM
kKombuHaumn [21]. B HacTodlee Bpems OTCYTCTBYIOT AaHHble
KPYMHbIX AnuTenbHbiX PKW no npumeHeHUo KOMOUHUPOBAHHOIA
Tepanuu B 3TOW KOropTe 60MbHbIX.

Takum o6pasom, y4uTbiBas nposefeHHble PKW, B HacTosLlee
BpeMSs ChOpMYNMPOBaHbI CNEAYIOLLE PEKOMEHAALIMM MO NpUMe-
HeHuto JIAT-cneuudomyeckon Tepanuu [1]:

1. APJ 603eHTaH NOKa3aH nawueHTam ¢ CMHAPOMOM ii3eHMEH-
repa npu ©K Il no knaccudpmkaumm BO3 (I B)

2. Opyrue AP3, D35 v npocTaHomabl cnegyet paccmarpu-
BaTb Y 60/bHbIX C cUHAPOMOM Jit3eHmeHrepa (lla C)

3. KombuHupoBaHHas Tepanus MOXeT paccMaTpuBatbCsi Y
60MbHbIX ¢ cuHapomom 3izeHmenrepa (Ilb C)

4.Y nauueHToB ¢ CMHAPOMOM JN3eHMeHrepa NpUMeHeHue aH-
TaroHMcTOB Kanblms He pekomenayetcs (Il C)

Y10 e Kacaetcs pekoMeHAauuid no npumeHeHuto JIAT-
cneunduyeckoit Tepanum Npu Apyrux rpynnax cUCTEMHO-NEroy-
HbIX LUYHTOB, TO €CTb HafeX[a, 4To B GnMKaiillee Bpems 9Ke-
neptamu 6yneT npoaHannu3npoBaH BeCb OMNbIT NPoBeAeHHbIX PKI
W PErncTpoB, 4TO NO3BOMMUT pPa3paboTaTb peKoMeHAauum u ans
3TON Kateropuu 60JIbHbIX.

B uenom, 6onbHble ¢ JIAM-BIC oTnuyatotes o1 apyrux opm
JIAT 6onee 6naronpuaTHbIM MPOrHO30M, a COOMIOAEHWUE PEKO-
MeHAALUWA No AWarHOCTMKE W NeYeHMK0 Cnoco6CTBYET NyYllen
BbIXMBaeMocCTi. COBpeMEHHbIe pacyeTHble NOKa3aTen BbKMBa-
emocTn cocTasnaoT 87% (77-93%) u 86% (60-96%) 3a 20 net
C MOMEHTA YCTaHOBEHMs AnMarHo3a Ang cuHapoma Ji3eHMeHre-
pa U CUCTEMHO-NEroYHbIX LIYHTOB, COOTBETCTBEHHO; HECKOJbKO
xyxe ong JTAT, ceg3aHHOM ¢ HebonbLnMn aedektamm (66% (16-
91%) 3a 15 neT). MaunenTsbl, y KoTopbix JIAT coxpaHsieTca unm
pas3BuIach Noce XMpypru4eckon KoppeKLnn, UMe0T HauxyaLwmni
NPOrHo3: BbKMBaeMocTb 36% (12-72%) 3a 20 net HabnoLeHns
[22]. HusKkas BbDKMBAEMOCTb NOCNEAHei rpynnbl OUKTYET, C 04-
HOIi CTOPOHbI, NOTPEOHOCTb B3BELUEHHOr0 NoaxoAa K BblBOpY
XUPYPri4ecKoi TaKTUKKM NIeYeHMs, a C APYroi — pauuoHanbHbIil
BbIOOP MeANKAMEHTO3HOI CneLngmnyeckon Tepanuu.
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