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AHHOTauus

Llenb. MpoBecTy KOMNEKCHBI aHann3 KNMHUYECKOTO, GYHKLMOHANbHOTO, FeMOANHAMUYECKOTO NPOG1As MaLUeHTOB C IETOYHOI apTepranbHO runepTeH3eil, acCoLMMpOBaHHOI ¢
BPOX/eHHbIMY nopokamu cepaua (TA-BIMC) n cuhapomom Sit3eHmeHrepa, B CpaBHEHUN C rpynnolt MANonaTnyeckoii neroyHoil runeptensun (UIIN) no ganHbIM Poccuiickoro perncTpa,
a TaKkXKe U3yunTb 0COHEHHOCTIN NEKAPCTBEHHOI TepanuiL.

Marepuansl n meToppl. B nccnenosaun npunsann yyactue 20 6onbHbix ¢ JIAT-BIMC 1 curgpomom SiiseHmenrepa 1 20 - ¢ AT B Bo3pacTe cTaplue 18 neT. Bce 6onbHble BHeCeHbl B Poccuit-
ckuin pernctp (NCT03707561). MpoBefeH cpaBHUTENbHbIN aHANU3 KNMHINYECKIX, PYHKLIMOHATbHBIX, FeMOAMHAMIYECKIX NapaMeTpoB. [lnarHo3 ycTaHaBnMBanca B COOTBETCTBUM C aNTOPUT-
MOM, MpeAnoXeHHbIM B POCCUICKUX PEKOMEHAALIMAX MO AVAarHOCTUKE U JIEYEHII0 IErOYHOIA runepTeH3un (2016 1)

Pesynbratbl. B pamkax faHHOro 1ccneoBaHna npoaHanuanposakbl 20 nayueHTos ¢ JTAT-BIC (16 XeHWymH 1 4 MyX4nH) 1 CHBPOMOM Jit3eHMeHrepa 1 20 naumeHTos ¢ UIT (18 XeHwwmH 1
2 MyXuuHbl). MaumeHTbl 6binK CpaBHUMbI N0 BO3pacTy 1 nony. Meprog BpemeHn ot Aebiota CUMNTOMOB A0 BepuduKaLmn AuarHo3a 8 rpynne JIAT-BINC 6bin JOCTOBEPHbIM AONbLUE: B CPEA-
Hem 1A yCTaHOBMNeHWA AnarHo3a TpeboBanoch 3 rofja, Toraa Kak y nauyentos ¢ WIT B cpeHem yepe3 10,5 Mec BbICTaBIANN NpaBunibHbIN AnarHo3 (p=0,0006). B rpynne nawueHToB ¢ CiH-
APOMOM Jii3eHMeHrepa 0TMeYanoch JOCTOBEPHOE CHIKeHMe SpO, Kak B MOKOE, TaK W NpU Harpy3Ke 1 COCTaBuno B cpefHem 86,59,7% B nokoe 1 70+12,3% - nocne Harpy3ku (p=0,0002).
BbiBogb!. MaLmeHTbl ¢ CHAPOMOM Jii3eHMeHrepa No CPaBHEHMIO C MaLyeHTamm rpynnbl WIT xapakTepu3ytoTca 6onee AnuTeNbHbIM TeYeHnEM CUMMTOMOB O MOMeHTa BepuduKaLym auar-
HO3a, bornee HU3KOI1 caTypaLimelt KpoBY KUCTOPOROM. Ip1 OLieHKe NapameTpoB AasneHuns B neroutolt aptepun — AN1A (cuctonuueckoe 1A, anactonuyeckoe JJ1A, cpenree [JTA) no aa-
HbIM KaTeTep13aLiyu NpaBblX OTAEOB CEPALA U 3X0KapAMorpaduy BbisiBNEHbI JOCTOBEPHO Gomee Bbicokme 3HaueHus [I1A n bonee Huskue 3HaueHns Sp0,.

KntoueBble cnoBa: neroyHan aptepuasnbHaa runepTensms, BpoxaeHHble NOPOKM cepALa, CUHAPOM Jil3eHMeHrepa, ANonaTnyeckan NeroyHan runepTeHsma.
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Clinical, functional and hemodynamic profile of patients
with Eisenmenger syndrome in comparison with the group of idiopathic
pulmonary hypertension, features of starting specific therapy choice

Abstract

Aim. To conduct a comprehensive analysis of the clinical, functional, hemodynamic profile of patients with pul-
monary arterial hypertension associated with congenital heart disease (PAH-CHD) and Eisenmenger syndrome,
as compared with the group of idiopathic pulmonary hypertension (IPAH) according to the Russian Registry, and
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also to study the features of drug therapy.

Materials and methods. The study involved 20 patients with PAH-CHD and Eisenmenger syndrome and 20 pati-
ents with IPAH over 18 years old. All patients had been entered in the Russian registry (NCT03707561). A compa-
rative analysis of clinical, functional, hemodynamic parameters was held. The diagnosis was established in accor-
dance with the algorithm proposed in the Russian guidelines the diagnosis and treatment of PH (2016).

Results. In this study, 20 patients with PAH-CHD (16 women and 4 men) and Eisenmenger syndrome and 20 pati-
ents with [PAH (18 women and 2 men) were analyzed. Patients were comparable in age and sex. The time from the
onset of symptoms to the final diagnosis in the PAH-CHD group was significantly longer: on average, it took three
years to establish the diagnosis, whereas in patients with IPAH, on average, after 10.5 months, the correct diagnosis
was made (p=0,0006). In the group of patients with Eisenmenger syndrome, there was a significant decrease in
SpO;, both at rest and under exertion and averaged 86.5+9.7% at rest and 70+12.3% after exercise (p=0,0002).
Conclusions. Patients with Eisenmenger syndrome compared with the IPAH group are characterized by a longer
duration of symptoms until the diagnosis, and lower oxygen saturation. When estimating the parameters of
pressure in the pulmonary artery (sPAP, dPAP, mPAP), according to the data of right heart catheterization and ec-
ho, significantly higher values of pressure in the pulmonary artery and lower values of SpO, were detected.

Key words: pulmonary arterial hypertension, congenital heart disease, Eisenmenger syndrome, idiopathic pul-
monary hypertension.
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Beenenune

Jlerounas aprepuanbHag runeprensus (JIAL) onpenenaerca Kak
MOBBIIIEHNE CPETHETO JIABJIEHU B JIETOYHOM aprepun (cpJIA)
25 MM PT. CT. ¥ 60J1€€ B ITOKOE I10 JJAHHBIM KATETEPU3AIUU ITPABBIX
ornenos cepana (KINOC) u ABIIeTCs OfHUM U3 HANO0IIee CePhes-
HBIX OCJIOXHEHMII BPOXICHHBIX IOPOKOB cepaua (BIIC).
JIAT-BIIC 3aHMMaeT 3-€ MECTO IO PACIPOCTPAHEHHOCTH 11OCIIE
nanonaruydeckor JIAT n JIAT, accolMupoBaHHON € 3a00/1€BaHNsA-
MU COEJJUHUATENBHOM TKAHU [1-3].

CornmacHo pekoMeHaanuaM EBponencKoro oo1mecTsa Kapanuo-
JIOTOB IO JAMATHOCTHKE M JIEYEHMIO JIETOYHOIN TMIIEPTEH3UN
2015 r. u poccuiickum pekomenaarusam 2016 1., B KTUHUIECKOM
KIACCU(DUKAINN BBIAETAIOT 4 OCHOBHbIE rpymnbl JIAT-BIIC:

1) cuHAPOM DHU3EHMEHTEPA,;

2) JIAT, acconnupoBaHHaA C IPEUMYIIECTBEHHO CUCTEMHO-TIE-
TOYHBIMU HIYHTAMHY;

3) JIAT mpyu MaJIBIX, CTy9aiHbBIX Je(DEKTaX;

4) JIAT moce XMpypragyecKor KOpPEKIUN MOPOKOB [1, 3.

B 1897 . aBCTpUICKUIT KapAUOIOT BUKTOP Di13€HMEHTEP BIIEP-
BBIE OMUCAJ OOJIBHOTO C AE(PEKTOM MEKKETYLOUYKOBOH MTEPETO-
poxaku (IMXKIT) n kmuHuKON Jeroynon runeprensuu (JII). On
Ha6/M0/ja1 MAIMEHTA, KOTOPOI'O C MJIAJEHUYECTBA GECITOKOUIN
LIMAHO3 M OfIBIIIKA ¥ KOTOPBIN yMeP B 32 rofia OT MACCUBHOT'O KPO-
BOXapKaHbs [3]. TepMuH «CUHAPOM DU3EHMEHTEPa» ObUI IIPELIO-
skeH B 1905 1. [Tosiom ByioM u B HACTOsIIIEE BPEMS ITPOKO KC-
TIOJI3YETCA /I BCEX OOJIBIINX ITYHTOB C IIPABO-JIEBBIM COPOCOM
KpOBY, NpuBOAIuX K JIAT [4].

CUHIPOM DI3EHMEHTEPA Y B3POC/IBIX BCTPEYAETCA BCE PEXKE
6arogapsa 6onee paHHEMY BBIABIECHUIO 1 teuenuto BIIC [5]. O1o
COCTOSTHUE OOYCIOBAEHO (PUBNOTOTHYECKUMU MOC/IE/ICTBUAMU
HEKOHTPOIUPYEMOI'O CUCTEMHO-JIETOYHOI'O ITYHTUPOBAHUA KPO-
BU, KOTOPOE NPHUBOANT K IIEPETPY3KE IIPABLIX OTAETIOB CEPAIA
IIOBBIIIEHUIO JIETOYHOI'O cOcygucToro conporusinenus (JICC). Pe-
BEPCHS HIYHTA IIOMUMO JIPYIUX IPOABIECHUH Xapakrepuayercs JII,
LIMAHO30M, TUIIOKCHUEN, CEPAECYHON HEAOCTATOYHOCTBIO U 3PUT-
poLXTO30M. B OTCYTCTBHE TPAHCIUIAHTAIIUHN (KOMILIEKCA CEP/IIie—
JIETKUE WIN JIETKUX C KOPPEKLUENH OCHOBHOIO Ie(PEKTA) GOJIb-
HNIMHCTBO MALIMEHTOB BLKUBAIOT B cpeaneM 20—30 jeT, npexae
YEM BO3HUKHYT (DaTa/IbHBIE CEPAEYHO-COCYJUCTBIE U TEMOJUHA-
MHYECKHE MTOCTEACTBUA. YUUTBIBASA CXOJCTBO MATOJIOTUH C UHUO-
naTryaeckoi JIAT, mpenapartsl, foKasaBmue 3(PGEKTUBHOCTD IPU
nanonarudeckon JII' (MIT), Takke MOTYT IPUMEHATBLCA 1A JIeue-
nust JIAT-BIIC 1 cunpoma DitdeHmenrepa [6].

ITes1b HACTOAMIETO UCCIEAOBAHNA — IPOBEAEHUE KOMIUIEKCHOTO
4Ha/IM3a TI0KA3aTeNENH KIMHUYECKOTO, (PYHKI[MOHATILHOTO, TEMO-
JUHAMUYECKOTO npodumia nanuenTos ¢ JIAT-BIIC u cungpomomM
DHU3EHMENHTePa B CPABHEHNH C Tpynnon WII, a Takke ndyuenue
OCOOEHHOCTEN JIEKAPCTBEHHON TEPATUHL.

Matepuanbl u MeTogbl

Bcero B uccnenosanue BKIOUeHbI 40 60JBHBIX B COOTBETCTBUMN
C KPUTEPUAMU BKIIOUEHHA/UCKIIOYEHN. B MCCIe10BaHNE ObUIN
BrIodeHsl 20 marnenTos (16 sxeHiuH 1 4 MyxurHbl) ¢ JIAT-BIIC
1 CUHPOMOM drideHMmenrepa u 20 manuenTos (18 xeHmuyH
u 2 myxunHbl) ¢ WL, KOTOpbIE ObUIM TOCIUTAIA3UPOBAHBI U1
O006CTIENOBAHNA U JIEYEHUSA B OTJE/ JIETOYHON I'MIIEPTEH3UH U 34-
6onesanuii cepaia Oy «HMULL kapanonorun» MuH3gpasa
Poccuu B iepuoz ¢ 01.01.2016 o 01.01.2019. Bee GosbHbIe BHE-
cenbl B Poccuiickuit peructp (NCT03707561) [7).

KputepusiMu BKIIOUEHUS 6bUTH BO3PACT cTapiie 18 net; Buep-
Bble BepupUIUPpoBaHHbIi uarno3 WIT wm JIAT-BIIC u cungpom
DHU3EHMEHTe€PA; MOJIMCAHHOE MH(MOPMUPOBAHHOE COITACHE HA
YY9ACTUE B UCCIIEI0OBAHUMN.

Kpurepuu UCKIIOUYEHNS: BO3PACT MOJIOXKE 18 J1eT; ypOBEHD /1aB-
nenus 3axnamnausanug B JIA (I3JIA) o manneim KITOC menee
12 MM pr. ct,; JIAT gpyro#t ycranosaeHHOM 3tnonoruu; JII' apyroi
3TUOJIOTHH (3200/IEBAHUA JIEBBIX OTAENOB CEP/LA, 300IE€BAHUA
JIETKUX, CMEIIAHHAA ITATONIOT A ); MIIEMUYECKASA GONIE3HDb CEPALIA,
MOATBEPXKACHHAA 11O JAHHBIM MyanchHpaanoﬁ KOMIIBIOTEP-
HOI TOMOIpaUK KOPOHAPHBIX APTEPUH UM KOPOHAPOAHTUO-

Tabnuua 1. lemorpadpuueckre xapakTepucTuKy rpyn nauyeHToB
C cuHapomom dinseHmeHrepa n UIr

Table 1. Demographic characteristics of patients with Eisenmenger's
syndrome and idiopathic pulmonary hypertension

Ipynna JIAT-BMNC (n=20) | Ipynna WIT (n=20) p

Bospacr, net 40+15 4249 0,7
Mon: 0,3
YKeHWwunHbI 16 (80%) 18 (90%)
My>KUmrHbI 4 (20%) 2 (10%)

rpaduy; 11epebpOBACKY/ISIPHBIE COOBITHS 32 TIOCIEAHIE 6 Mec; Ge-
PEMEHHOCTB, JIAKTALIXsA; 3200/I€EBAHUA OIOPHO-/IBUI'ATENBLHOTO all-
APaTa, IPEISITCTBYIOIHE IIPOBEACHHIO TECTA G-MHHYTHOM XO/Ib-
661 (TOMX); TsKEIbIC HAPYIIEHHUS (DYHKIME [iedeHn (6oiee 9 6a-
J10B 110 mKase Yarng—IIeio, knacc C); TsKeble HapyIeHus (PyHK-
IIUXA TOYEK (CKOPOCTb KIYOOYKOBOM (PUABTpALMK MeHee 15
MJI/MHH), TOTPEGHOCTb B TEMO/IUAJIN3E.

Junarnos JIAT-BIIC u WIT ycTaHaBIUBAICSA B COOTBETCTBUU C
AITOPUTMOM, IPEJIOKEHHBIM B POCCHITCKNX PEKOMEH/AIUAX
IO JIMATHOCTHUKE U JICYCHHUIO JIErOYHOM runieprensun (2016 1) u
Esponerickux pekomenganuax ESC/ERS 2015 1. [1, 3]. Cungpom
DI3EHMEHTEPA ONPEAE/IUIA KAK MOBBIIIEHHOE aBJICHUE B JIA
BMECTE C IJUaHO30M U CHUCTEMHO-JIETOYHbIM WX JIBYHAIIPABJICH-
HBIM IIYHTOM KPOBH, CBA3aHHBIM C IIPOCTBIMU IIOPOKAMH CEPALIA
(medekt Mexnpeacepanon neperopoaku — JIMIIIT IMIKIT, ot-
KPBITBIH 40PTAIBHBINA IIPOTOK — OAIT), KOTOPBIE BBI3BIBAIOT I'M-
IIOKCUYECKOE COCTOAHME. [JUAarHo3 ObUl NOATBEPKIEH IIPHU
KITOC ¢ ykaszaHueM KIMHUYECKAX U 3XOKAPAUOIPAPUIECKAX
JJAHHBIX. YPOBEHD CATYPALUHU KPOBU KUCJIOPOJOM (SpO3) B I1O-
KO€ H1Ke 92% 1 IPU HAarpy3Ke HIKe 87% ObUI IPU3HAH 3HAYU-
MBIM. [TaITMEHTRI CO CJIOKHBIMHU MOPOKAMHU CEP/LIA OBIIIA MCKITIO-
YEHbI U3 UCCIIEIOBAHUAL

Tpancropakanbnas axokapauorpadus (OxoKI') nposoguiace
Ha VJIBTPa3BYKOBOM NPUOOpE 3IKCIEPTHOro kmacca Vivid E9
(GE Healthcare, CIIIA). [l perucrparuu u3oopaxenuii B 2D-pe-
JKMME UCTIOIb30BAICA JaTyuK M5S-D, 1 perucrpanuu u3oopa-
KEHUH B 3D-pexnme ncnoab3oBanca gaTauk 4V-D. OyHkmmo-
HAJTbHBIIN CTATYC OLEHUBANICA € TIOMOTIBI0 TOMX. Kpome Toro, st
CTPATU(PUKALNHN PUCKA ALIUEHTOB B HAEM UCCIIEAOBAHUN IIPO-
BOJWJIACH CIUPOBeno3promerpus (CBOM) Ha a1eKTpOMArumT-
HoM Benoapromerpe SCHILLER CARDIOVIT CS-200 Ergo-Spiro ¢
razoananuzaropom Ganshorn Power Cube ¢ ncnonb3oBaHueM CU-
CTEMBI IBIXaHUA C TOMOMIBIO BAoxa (breath-by-breath) ma samm-
CH IaHHBIX 06MeHa ra30B 6osee 10 nHTepBanoB. YpeckoKHOE Ha-
CBIIEHNE APTEPUAIBHON KPOBU KUCTIOPOAOM KOHTPOJIUPOBAIN C
TIOMOIIBIO ITyJIbCOKCUMETPA.

CTaTUCTUYECKUI AHAIU3 IIOJYYEHHBIX JAHHBIX IIPOBOJMJICA
11pu nomoIu nporpammet Statistica 10.0 (StatSoft, CIIA). JanHbie
NIPEJCTABJIEHDI B BUAIE CPEAHETO 3HAYEHNA U CTAHAAPTHOIO OT-
KJIOHEHUS, 4 TAKKE MEAUAHBL, 25% U 75% nepuentuiei. Mcnoib-
30BAJIUCH CIIEAYIONIUE CTATUCTUYECKUE METO/IBI /I OLIEHKH MOy~
YCHHBIX Pe3yabraToB: U-recT MaHHa—YUTHY, aHATU3 CTATUCTHYC-
CKO¥ 3HAYUMOCTH Pa3IUYUH IPU3HAKA B HE3ABUCUMBIX U 3ABUCHU-
MBIX BLIOOPKAX C UCMOIb30BAHUEM t-KpuTepus CTbIOJEHTA, TECT
IO KPUTEPHIO ¥

Pe3ynbtathbl

ITpy aHAIN3E JEMOTPADUIECKUX XAPAKTEPUCTHK IPYIIIbI ALIU-
€HTOB C CUH/IpOMOM du3enMenrepa u WJIT 6buIH COOCTABUMBI
110 Bo3pacry — 40 ser (poseputeabHbiit nHTepsat — A 31,5-506)
u 42 ropa (O1 34,5-50) COOTBETCTBEHHO — U TIOJY. YKEHITUHBI
npeo6nasiany B o6eux rpynmnax (90 u 80% cooTBEeTCTBEHHO). H-
JIEKC MACChI Tena y nauueHTos ¢ JIAI-BITC 6pu1 JOCTOBEPHO HUKE,
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yem y marmeHToB ¢ WIT (22,6+3,8 kr/m?, 25,8%5,3 Kr/M* COOTBET-
CTBEHHO); p=0,03 (Tabm. 1).

[Tepuos; BpeMeHH OT /1e610Ta CUMIITOMOB /IO BEpU(DUKAIINN JTU-
arHo3a CUHAPOMA DH3EHMEHrepa ObUI JOCTOBEPHO JOJIbIIE:
B CPEHEM /1A YCTAHOBIEHMSA JUArHO3a TPEOOBAIOCH 3 TO/d, TO-
rja Kak y naruenTos ¢ WIT B cpeanem yepes 10,5 Mec CTaBuIn
MPABIbHBIH iHarHo3 (H=0,0000).

[Tpu aHAaIM3€ CUMIITOMOB B OOCUX I'PYIIIAX HAMOOIEE YaCTON
JKa1060M SABJAIACh OAbIKA (B 95% — nipu JIAT-BIIC 1 95% — npu
WIIT). B rpynne WIT Takue CUMIITOMBL, KaK 60JIN B IPYAHON KJIET-
K€, TOJIOBOKPYKEHHS, 0OMOPOKH U CEP/IIECONEHUS, CTATUCTHYC-

CKU 3HAYUMO BCTPEYAINCH Yalle 110 cpaBHenuio ¢ JIAI-BIIC u
cuHApOMOM Drzenmenrepa. B rpynme JIAT-BIIC kpoBoXapKaHbe
BCTPEYAJIOCH CTATUCTUYECKU 3HAYUMO 4aire — y 30% 60NbHBIX
(»=0,007); Tabu. 2.

Kpome Toro, npoBOAUIOCH CPABHEHHUE JJIMTENBHOCTH CUMIITO-
MOB B MCCJIEJIyEMBIX I'Dynnax. Bpulo 0OOHAPYKEHO, 4TO TAKHE
CHUMIITOMBI, KaK KaIlleJIb, TOJJOBOKPYKEHHUE, CIAOOCTb U CEPALIE-
6uenune, ObUIN JOCTOBEPHO JOJBIIE B IPYIIIE CUHAPOMA DHU3EH-
MeHrepa (Tabn. 3).

[Tpu ananuse (HaKTOPOB PUCKA U KIMHUYECKUA ACCOLIMMPOBAH-
HBIX COCTOSHUI OOHAPYKEHO, 9TO JeOI0T 3200/IEBAHNSA Y PA/IA T4~

Tabnuua 2. YactoTa *anob6 Ha MOMEHT yCTaHOBNIeHMA auarHosa JIr
npu cuHapome diizeHmeHrepa u UIT

Table 2. Frequency of symptoms at the time of pulmonary
hypertension diagnosis in patients with Eisenmenger's syndrome
and idiopathic pulmonary hypertension

Ipynna JIAT-BINC pynna WII

Mokasatenb (n=20) (n=20) p
abc. % abc. %

Opplwka 19 95 19 95 0,37
bonw & rpyarow 4 20 13 65 | 0,0039*
[onoBoKkpy»eHne 7 35 16 85 0,0039*
O6MOopOKH 2 10 12 60 0,0009*
Ceppuebnexne 11 55 17 85 0,03*
Kawenb 5 25 5 25 1
KpoBoxapkaHbe 6 30 0 0,007*

*3necb 1 ganee B Tabs. 3-6: CTaTUCTUYECKM 3HAUMMO pasnunyawowmeca
nokasartenu.

*Hereinafter in tables 3-6: statistically significant different indexes.

Ta6nuua 3. AnnTenbHOCTb XKanob npu cuHapoMe Jii3eHMeHrepa
n WIr

Table 3. Duration of complaints in patients with Eisenmenger's
syndrome and idiopathic pulmonary hypertension

MokasaTtenb prn?:zﬂzl-(\)g-Bl'IC pynna WIT (n=20) P
OppbllwKa, mec 48 (9; 126) 10 (4; 29) 0,109
bonwu B rpyaHom . .

KIETKE, MeC 24(11;198) 11 (7;26) 0,282
,I\-,?JCOBOpr*eH”e’ 24(12;36) 8(4,5;18,5) 0,035*
Cepauetuenve, 24 (12; 36) 7(5;17) 0,002*
mec

Kawwenb, mec 48 (36; 168) 9(9;14) 0,002*
CnabocTb, Mec 57 (28;189) 9(6; 15) 0,008*
KpoBoxapkaHbe, X

vec 9 (6; 24) 0 1

MpumeyvaHue. 3necb 1 Janee B Tabn. 4: faHHbIe NPeLCTaBNEeHb B BUAE
meAmaHbl, 25-11 1 75-11 KBapTUAn pacnpeneneHus.

Note. Hereinafter in table 4: data are presented as a median,

25th and 75th quartile magnitude.

Ta6bnuua 4. Mokasatenu 3xoKr y nayMeHToB ¢ cMHAPOMOM JiizeHMeHrepa n WIT
Table 4. Echocardiography characteristics in patients with Eisenmenger's syndrome and idiopathic pulmonary hypertension

Mokasatenn Ipynna JIAT-BINC (n=20) pynna WIT (n=20) p

S nn, cm? 20 (15; 23,5) 18,5 (16; 26,5) 0,8
M3P MX, cm 3,1(2,9;4) 3,2(2,9;39) 0,7
TAPSE, cm 1,9(1,6;2) 1,6(1,3;1,9) 0,2
Ao, cm 3,2(2,9:34) 2,6 (24;2,8) 0,0006*
NN, cm 3,5(3,1;3,8) 3,2(3;3,6) 03
KAOP J1IXK, cm 4,1(3,6;4,5) 4,2(3,7;4,6) 0,7
CrBon JIA, cm 3,6(34,44) 29(26;3,1) 0,004*
MNA, cm 2,3(2,1;2,7) 2,1(1,6;2,3) 0,3
JINA, cm 2,2(2,0;2,6) 2,1(1,7;23) 0,5
CONA, MM PT. CT. 125 (104,0; 138,0) 80 (71;104) 0,00004*
cpAJTA, Mm pT. CT. 80 (67,0; 93,0) 50 (42; 61,5) 0,000008*
OONA, Mm pT. CT. 57,5 (46,0; 62,5,0) 35,7 (31;41) 0,000004*

Mpumeyanwue. MMM - npaBoe npeacepave, Ao — aopTa, JIM - neBoe npeacepaue; KAP JIK — KoHeuHo-anacTonuueckun pasmep J1XK,
N3P MX - nepepHesapHuii pasmep MK, MNJA - npasas J1A, JITA — nesas JIA, TAPSE — cuctonnyeckas 3KCKypcua NnocKoCTy TPUKYCNUAanbHOro
knanaHa (Tricuspid Annular Plane Systolic Excursion).
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Ta6bnuua 5. Mokasatenun KMNOC y naymenTos ¢ JIAM-BMNC u T

Table 5. Right heart catheterization parameters in patients
with pulmonary hypertension and congenital heart disorders

and idiopathic pulmonary hypertension

MokazaTenu rpyn?szﬂzli\)g-Bl'IC rp;z::;g)lnr P
CONA, MM PT. CT. 125+31,8 88,5+19,3 0,0003*
cpAJT1A, Mm pT. CT. 81+15,2 58,5+12,3 0,0002*
OONA, Mm pT. CT. 57,5+12,7 414£10,3 0,0001*
cpArm, mm pT. cT. 4,0+2,6 7£5,1 0,05
A371A, MM pT. CT. 6,3+3,8 6,1+£3,2 0,87
CB, n/muH 3,4+0,8 3,6+0,9 0,42
CW, n/mnH/m? 2,0+0,4 2,0+0,5 0,71
JICC, puHxcxcm® 2329+676 1131£560 0,003*
SvO,,% 66,0+£9,4 60,0+7,5 0,06
Sa0,, % 87,557 97+3,6 0,001*

Npumeyvanne. cpiMMM - cpenHee gasnexue B 1, CB - ceppeyHbiii
BbI6poc, CU — ceppeyHblin nHAeKc; SvO, — caTypauua cMellaHHom
BEHO3HOW KpoBK, Sa0, — HacbILWeHne KNCTOPOAOM KPOBU.

Ta6nuua 6. Mokasatenu CBOM y nauvenTos ¢ JIAT-BMC n UIT

Table 6. Spiroveloergometry parameters in patients with pulmonary
hypertension and congenital heart disorders and idiopathic
pulmonary hypertension

MNMokasatenu HFK?'I-FIIBI-II'IaC pynna W p
Bpems Harpysku, MrH 5,75%1,76 9,3+4,09 0,003*
MakcrmanbHan Harpyska, Bt 50+18,8 45+27,8 0,8
YCC ncxopHo, ya/MuH 84,5+10,5 88+9,4 0,8
YCC makc., ya/mMnH 132,5+£22,2 119+24,3 0,9
Vo, noko, N/MuH 0,27+0,06 0,3+0,15 0,8
Vo, peak, n/munH 0,66+0,17 0,65+0,4 0,9
Vo, peak, Mn/MUH/Kr 11,2+4,4 9,9+6,9 0,5
RER makc. 0,95+0,08 1 1
VBblg./VCO, Makc. Harp., NI/MUH 45,5+7,2 37+18/4 0,9

MpumeyaHue. YCC - yacToTa cepfeyHbIX COKpaLLeHWN,
VO, - notpebneHue kucnopona, RER —koadpduumeHT abixatenbHoro
obmeHa, VBbla/Vco, — BEHTUNALMOHHDIN 3KBMBaneHT no CO,.

Puc. 1. YactoTa Ha3HaueHusA JIAT-cneyméunyeckon Tepanum
y NaumneHToB ¢ CMHAPOMOM din3eHmeHrepa v UIT (%).

Fig. 1. Frequency of pulmonary hypertension specific therapy
prescription in patients with Eisenmenger's syndrome
and idiopathic pulmonary hypertension (%).
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Puc. 2. PacnpepeneHue npumeHsaemoii JIAT-cneyudunyeckon
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Fig. 2. Distribution of used pulmonary hypertension specific
therapy in patients with pulmonary hypertension and congenital
heart disorders and idiopathic pulmonary hypertension

at baseline and after 1 year of follow-up (%).
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1IMeHTOB C VIJIT 6511 CBA3aH C OCTPOH PECIIMPATOPHOI BUPYCHOU
nHpekueit — 20% nanuenTos (p=0,03). Bce naruenTsl ¢ CHHAPO-
MOM OU3EHMEHI€pa MMEIU MPOCTOU MOpPOK cepama (70% —
JIMIKII, 25% — OAIL, 5% — JIMIIIT). Bpl1o yCTaHOBIEHO, 4TO CPE-
HMH Bo3pact BeraBieHus JIMIKIT cocrasui 8,5%5,3 roga, OAIT —
20+3 ropna, a y manuenTa ¢ JIMIIIT BIIC 66wt BoisABIEH B 40 JIET.

ITpu UCXOAHOM OlIeHKE (PYHKIIMOHANBHOTO Ki1acca (PK) 6110
YCTAHOBJIEHO, YTO MAITUEHTDI ObUIM COIIOCTABUMBI 110 9TOMY ITapa-
METPy M 60MBMUHCTBO npuHamiexano III OK (75% B rpynne
JIAT-BIIC u 65% B rpymme WIT). B gucraniinu TOMX o6e rpyriibt
6N conoCTaBUMBL (357+84,6 M y mauueHTos ¢ JIA[-BIIC u
400%90,6 M — y marmeHTOoB ¢ WJIT).

B rpynme cunzipoma S3eHMEHTepa OTMEYATIOCh JOCTOBEPHOE
cHmKeHue SpO; Kak B IOKOE, TAK U IIPU HATPY3KE, B CPEAHEM OHO
coctaBuio 86,5+9,7% B mokoe u 70+123% mocie HArpy3Kd
(»=0,0002).

I[1pu OLIEHKE CTPYKTYPHO-(PYHKIIMOHAILHOT'O COCTOAHUSA CEPJ-
114 y BCEX MAUMEHTOB C CUHAPOMOM Dusenmenrepa u WIT or-
MEYAIACh XapAKTEPHAS IXOKAPAUOr papUUIeCKas KapTUHA: TUIIEP-
Tpodus U AunaTanug npasoro xenygouka (IDK) ¢ npusnakamu
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€I'0 IIEPETPY3KU OOBEMOM U JJaBJIEHUEM, YMEHBIIEHNE OObEMA JIE-
Boro xenypouka (JDK), numatanusa crsona JIA u ee BeTser. Bel-
ABJIEHBI JIOCTOBEPHO Hosiee BbICOKUE 3Hadenus JIJIA: cucronnde-
ckoro — CIJIA (125+31,8 mMm pT. CT.), cp/IJIA (80+17 MM pT .CT.)
n auacronndeckoro — AJJIA (57,5+12,7 MM pT. CT.), AMAMETPA
cTBOMa JIA y MalMeHTOB C CMHAPOMOM DU3EHMEHTEPA 10 CPAaBHE-
HuUIO ¢ nauuenTamu ¢ WIL B ocTabHOM JOCTOBEPHBIX PA3IMYUI
mesxay rpyrmamu JIAT-BIIC n WIT BBIABIEHO He 6bITO (TAa0I. 4).

1o pannpim KITOC y BCEX MALMEHTOB, BKIIOYEHHBIX B UCCIIEIO-
BaHME, OTMCUAINCh  KpUTEpUU  npexanwuiapHon  JIT
(cpIJIA>25 mm pr. cT., I3JIA<15 MM pT. cT.). IIpn nccinegoBannm
MapaMETPOB LIEHTPAIbHOI TEMOJAUMHAMUKY Y TAIUEHTOB C CUH-
JPOMOM DH3eHMEHTePa ObUIN BBIABIEHBI JJOCTOBEPHO OOJIEE BbI-
coxue 3HaueHus CIJIA (125£31,8 MM prT. CT. 1poTuB 88,5£19,3 MM
pr. cT.), cpJIA (81+15,2 MM PT. CT. IPOTUB 58,5+12,3 MM PT. CT.),
JIJIA (57,5+12,7 MM PT. CT. 1POTUB 41£10,3 MM PT. CT.), 4 TAKXKE
601ee HU3KME 3HAYEHNA CATYPALIMK APTEPUATBHON KPOBU KUCIIO-
ponom — SpO; (87,5£5,7%) py CpaBHEHUH € naruenTamu ¢ WIT
(97%3,6%). Takke OTMEUATIOCH JIOCTOBEPHO GOJICE BRICOKOE 3HAYE-
nue JICC y marmenTos ¢ JIAT-BIIC (23294676 ANHXCXCM > IPOTUB
1131£560 aurxcxem-); TabiL. 5.

OrMmeuanach 06paTHAS KOPEUIALMOHHAS CBA3b Mexay SVO, o
nanueiM KITOC u npupocrom aucranimu B TOMX (p<0,05).

ITo jannpiM CBOM BpeMst HarpysKku y nanuenTos ¢ WIT 6110
JIOCTOBEPHO JIOJIBIIE U COCTABMIIO 9,3+4,09 MUH 110 CPABHEHHUIO C
rpymnoit JIAT-BIIC (5,75+1,76 mun); p=0,003. Cpejixt nareHTos
WIT 33% NpUHATIEKAIN YMEPEHHOMY PUCKY 1 67% — BBICOKOMY
PHUCKY IpOrpeccupoBanys 3a6onesanus, B rpymme JIAI-BIIC 25%
MIAIMEHTOB HAXOJWIMCH B YMEPEHHOM PUCKE U 75% — B BLICOKOM
PHCKe IIPOrpeccupoBanys 3a601eBaHus. HEOOX0MMO OTMETHUTD,
YTO TAKOH MOKA3aTENb, KAK MMKOBOE NOTPEOIEHUE KUCIOPO/A
(VO peak), BIusiomui Ha CTPaTU(OUKALIAIO PUCKA Y MALIUEHTOB C
JIAL, 3HaUUMO HE OTINYAICA B OOEUX TPYNNaX U COCTABUII
11,2+4,4 MJ1/MUAH /KT U1 TALIAEHTOB C CUHAPOMOM DI3EHMEHT€PA
1 9,9+6,9 Mu1/MUH/KT /151 TAI{ueHTOB rpymmsl WIT, 4To cCooTBeT-
CTBYET YMEPEHHOMY U BBICOKOMY PUCKY IPOrpeccuposanus JIAT
(Tabm. o) [3].

ITo JaHHBIM OOMIErO aHAMM3a KPOBU B I'PYIIE C CUHAPOMOM
DHU3EHMEHTEPA BBISIBICHBI IOCTOBEPHO 60JIEE BBICOKKE 3HAUCHHUS
remoriobuna (17,4+2,98 mr/mt n 14,8+1,96 mr/m1, p=0,002) u re-
MaTokpuTa (52,8+8,3% u 45,8+6,2%, p=0,004) M0 CPABHEHUIO C
WMIIT. TTo pe3ynsraraM GMOXUMHUYECKOTO aHAIN3a KPOBU 3HAYU-
MBIX Pa3/TMYMH BBIABIEHO HE OBLIO.

I[Tpn anamm3e OCO6EHHOCTEN TATOTEHETUYECKON TEPATTNHN BaK-
HO OTMETUTD, YTO MAITUEHTHI OOEUX I'PYIIIT ITOJyYaln BECH CIIEKTP
3aPETrUCTPUPOBAHHBIX B HacTOALIee BpeMa B Poccuu JIAI-cnienu-
(puueckux npenaparos (cungeHadua, 003€HTaH, MAIIUTEHTAH,
WJIOIPOCT, PUOIUTYAT). BBUIO BBIABIEHO, YTO 55% MAI[UEHTOB B
rpymie JIAT-BIIC nosnyyanu cuzieHadui B 1o3e 60 Mr/cyT, 9to
6BUIO IOCTOBEPHO yarte, yeM B rpyrie WIT (p=0,001), a 63% ma-
IIMEHTOB NOMTy4aau 603eHTaH B jo3e 250 mr/cyt (p=0,01). Y nanu-
enToB ¢ WII' 1ocToBepHO Yalle HazHAvYaICA puouuryar — 70%
(p=0,0008) u wronpoct — 30% (p=0,0006). [To gpyrum mpernapaTam
3HAYUMBIX Pa3/INYUi TOIy4€eHO He OpUIo (puc. 1).

[1py BKIIOYEHNH B UCCIEOBAHUE KOMOUHUPOBAHHYIO JIAT-crie-
IU(PUUECKYIO TepanuIo noaydanu 40% nanuentos ¢ WIT n 20%
[IALMEHTOB C CUHAPOMOM Di3eHMeHrepa. Yepes 1 roj 3roT npo-
LIEHT YBEJIMYUBAICA U JOCTUTAI 50% B OGEUX I'PYIIIAX, IPUUEM
20% w3 nux B rpynne WIT nonygamm Tpornyio JIAT-cienudnde-
CKYIO TEPAIHNIO 1O CPABHEHUIO € 10% TAKMUX MAI[UEHTOB B IPYIIIE
JIAT-BIIC (puc. 2).

06GcyxaeHue

Llepio HAIIErO UCCIEA0BAHUS ObLIO IPOBEJEHUE KOMIUIEKCHO-
IO aHAJIN32 KIMHIYECKOTO, (DYHKITMOHAIBHOTO, TEMO/JUHAMMNYC-
ckoro npoduis nanueHTos ¢ JIAT-BIIC u cunipomom Di3eH-
MEHTepa B CpaBHEHUH C rpynnor WIT 1y1d BbIABIEHNAA OCOOEHHO-
CTEN KIMHUYECKUX IIPOABICHUI, TeMOJUHAMUYECKUX IIOKA3ATE-
JIER y JJAHHOH T'PYNIIbI NallMeHTOB. Tak, 6bUI0 IOKa3aHO, YTO B
CpeAHeM I YCTaHOBNIEeHUs AnarHo3a JIAT-BIIC Tpe6osanocs

3 rofia, YTO CBUJETENBCTBYET O HEOOXOJUMOCTH 60JI€E€ paHHEN
IMArHOCTUKM JIT.

Cpeau Bcex popm JIAI' pacipoctpaneHHOCTb JIAI-BIIC 3anuma-
€T 3-€ MeCTO B cTpaHax EBpomnsl nociie WIT n JIAT, acconMupoBaH-
HOW C CUCTEMHBIMHU 3200JIEBAHUSAMU COEIMHUTEIBHON TKAHU, U
2-e MecTo cpeau ctpad Asumn u Poccun [8]. ITo janueiM Poccuii-
CKOT'O PETUCTPA, JaHHAsA (POPMA 3aHUMAET 2-€ MECTO I10 PACIPO-
cTpaHeHHOCTH [2]. ITo JaHHBIM [O/UIaHICKOTO PETUCTPA, OTMEYA-
€TCs CABUI B pacnpejesnienuu nanuenTos JIAT-BIIC: B pesyisrare
PAaHHEN IUArHOCTUKU U KoppeKunu BITC pacipocTpaHEHHOCTh
CHUH/POMA DII3EHMEHTEPA CHU3UIACH [9].

ITo JaHHBIM UCCIIEOBAHNIA, B3POCIBIE MAIIUEHTDI C CHHIPOMOM
DHU3EHMEHTePa IEMOHCTPUPYIOT JIy4ITyIO BBLKUBAEMOCTD U 6071ee
61arONPUATHBIA T€MOJMHAMUYECKUI NTPOMUIb U IIPOTHO3 IO
CpPaBHEHMUIO € HeseyeHbIMu nanuenTamu ¢ WIT [10]. Takxke co-
OOIAIOCh O HECKOJIBKUX MATO(MU3NOJIOTMYECKUX PA3TUUUAX
MEKIY MAIMEHTAMH C CMHAPOMOM OiisenMenrepa u WL Otu pas-
JIMYUS MOTYT OBITh PE3YIBTATOM IIEPBOHAYAIBHOIO COXPAHEHHUS
¢ynkiun IDK 1 cHIDKEHNS U30BITOYHOTO 1ABJIEHUS C IOMOIIBIO
IIYHTA KPOBU CIIPaBa HaneBO. CeJOBATENBHO, ITAIIMEHTHI C CHH-
JPOMOM DI3EHMEHTEPA MOTYT JIEMOHCTPUPOBATE JIYYINYIO IIPO-
JIOJDKUTEJIBHOCTD SKU3HU, HO XY/IIIIEE KAYECTBO KU3HU IO CPABHE-
HUIO C nanyenTamu ¢ WIT [11].

B namem nccieopanny ObUIO BBIABIEHO, UTO B rpymme JIAT-
BIIC BegymuMy CUMITOMAMU SIBJISIIOTCS OZIBIIIKA, CEPALIEONEHNE,
KaIlIeNb, TOJTOBOKPYXEHUE U C1a60CTh. KpOME TOTO, OTIINIUTEb-
HBIM CUMIITOMOM SBJIAETCA KPOBOXAPKAHbE, YTO COIOCTABUMO C
ganupivu C. Broberg 1 coaBT. ABTOpPBI 06paIaloT BHUMAaHUE, YTO
KJIMHAYECKAS KAPTUHA NIPU CUHAPOME DU3EHMEHTEPd ITOMUMO
LIEHTPATBHOI'O 11MAHO33, O/IBIIIKH, YTOM/IAEMOCTH MOKET BKJIIO-
YaTh KPOBOXAPKAHBE, CUHKOIATIBHBIE COCTOSIHUS U IPOSIBJICHUS
TIPABOKENYLOYKOBOH CEPACYHOI HEJOCTATOYHOCTH [12].

VI3BECTHO, YTO Y OOJIBITMHCTBA B3POCIIBIX C CUH/I[POMOM DI3€EH-
MEHI€pa NEPEHOCUMOCTD (PU3NYECKUX HATPY30K CHIDKEHA. TaK,
10 HAIIAM JIAHHBIM, 75% nanuenTos B rpyrme JIAT-BITC npunas-
sexanu I @K (BcemupHas OpraHusanus 3/JpaBOOXPAHEHUA —
BO3), uro He ommmganock ot rpyrrst UIT (65%). DTo cormacyercst
¢ mauabiMu R. Bradford u coasr.,, yto 60see 90% maiueHToB OTHO-
cstrest ko II-1V OK (BO3) [13]. Meauana auctanmimn B TOMX co-
craBuiaa 357+84,6 M B HAIIEM UCCIEJOBAHNMN, 3TO OOJIBIIE IIOKA3a-
tenen E. Kehmeier u coast. (280+178 M), 4TO, BEPOSTHEE BCETO,
CBA3aHO € 3 dexruBHON JIAT-crienudpruyeckoit Tepanuent y Ha-
KX [AIUEHTOB [14].

[Tpu ananmse pe3ynsraToB OXOKI B HAIIEM UCCIENOBAHUH Y
HAIMEHTOB C CUH/IPOMOM DHU3EHMEHTe€Pa OBUIN BBIABIEHBI JIO-
CTOBEPHO 6071€ee BoicOKue 3HaueHus CIUIA, cp/IJIA, JJIJIA u nua-
MeTpa ctBona JIA. ITo mauHbIM S. Giusca ¥ COABT., OBIIO BBIABIIC-
HO JJOCTOBEPHOE yTomeHne 3ajHen crenku IDK no cpasne-
Huo ¢ rpynnou UIT (9,2+1,5 MM npotus 7,2 +1 MM, p<0,001).
B Hamem uCcie[OBaHNN TPYIIIBI OBITM COMTOCTABUMBI ITO 3TOMY
napamerpy [15].

B Hamem nccnenosanuu no AaHHbM KITOC 6111 10CTOBEPHO
60nee Beicokne 3HaueHus CIJIA, cplJIA, IJIA, JICC u 60onee HU3-
KHE 3HAYEHNUS CATYPALIUU APTEPUAIIBHON KPOBU KUCIOPO/IOM B
rpyne JIAT-BIIC, 4TO COIIACYeTCs C PE3YNBTATAMHU PETUCTPA
REVEAL, rae ormedanucs 6onee Bpicokne nudper cpIJIA (53+14
npotus 65%17 MM pr. cT., p<0,001), nossimenue uuexca JICC
[22+12 nporus 32+31 exqunun Byaa, p<0,001], u cHIKEHUE CU-
CTEMHOTO d4PTEPUATBHOTO HACBIIEHUA KUCTIOPOJOM B COCTOSTHUN
noKost (92+11% nporus 84+13%, p<0,001) [16]. B uccineosanum
R. Aguiar ¥ COaBT. y HALIUEHTOB C CUHIPOMOM DU3EHMEHI€PA OT-
MEYAIHCh CAMbI€ HU3KUE 3HAYECHUS ITMKOBOT'O MOTPEOICHNS KUC-
nopona (16,9+4,8 mu/kr/muH, p<0,001) [17]. [To HAIMM JAHHBIM,
MHUKOBOE MOTPEBIEHNE KUCIOPOAA Y MAIUEHTOB C CUHPOMOM
DHU3EHMEHrepa  Takke  ObUI0O  HU3KMM M COCTABHIIO
11,244 4 mn/Mun/Kr. [ToydeHHbBIE JAHHBIE EIIE PA3 TOKA3BIBAIOT,
YTO MALUEHTHI C CUH/IPOMOM DU3EHMEHTEPa OTHOCATCS K yMe-
PEHHOMY M BBICOKOMY PHCKY ITpOrpeccupoBanus JIAT.

VUUTBIBAS CXO/CTBO MEK/Y JIETOYHBIMHU COCYJUCTBIMUA U3MEHE-
HUAMH, HAOIIOJAEMBIMU IIPU CUHPOME DU3EHMEHTEPA U JPY-
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rux popmax JIAL, ObUIM U3Y4EHDI IEKAPCTBEHHBIE IIPENAPATDI,
KOTOPBIE OKA3AJIMCh YCIEMHBIMA NIPH JIEYEHUH ITALIMEHTOB C
WIIT. OpHAKO NPOAEMOHCTPUPOBATD BIUAHUE TEPANIUN HA IIPO-
T'HO3 Y HALIUEHTOB C CUH/IPOMOM DI13EHMEHI€PA IO CPABHEHUIO
¢ maneHTamMu ¢ MIT CII0KHO, yYUTHIBAS, UTO Y HUX OTMEYACTCA
60see 61aronpUATHBIN TeMOIMHAMUYECKUI TPOMUIb, UEM Y T1a-
uuenTos ¢ WIT. B uccnegopanuu BREATHE-5 65110 IposeMOH-
CTPUPOBAHO, YTO AHTATOHUCT PELENTOPA SHAOTEMHA OO3EHTAH
YAYUIIAET TEMOAUHAMUKY U (PU3UYECKYIO paOOTOCIIOCOHHOCTD
6€e3 ymep6a /11 HACBILEHNA KDOBU KUCIOPOIOM KaK B KPATKO-
CPOYHOM, TAK U B JOITOCPOYHON nepcneKTuse [18]. I1o JanHbIM
HCCIIEeJOBAHUM, UHTUOUTOP (POCHOANICTEPA3DI 5-T'O THUIIA CUII-
Jenaduin moxer yayumars OK, HacklmeHne KpoBU KUCI0OPOJOM
U TeMOJAMHAMHUKY Y MAIUEHTOB C CHUHJPOMOM OHU3EHMEHTE-
pa [19]. B namem uccnejoBaHUN GOJNBIIMHCTBO HAI[UEHTOB C
JIAT-BIIC nosty4yanu Tepanuio 603eHTaHoM (63%). Ha 2-M mecre
10 4ACTOTE HA3HAYEHUA ObUT cCUnjeHapuI (55%), 4To COrmacy-
€TCA C MCKAYHAPOIHBIMH TAHHBIMH.

B macrosmiee BpeMA BCE Yalle /A JIEYEHUA MALUEHTOB C
JIAT-BIIC ncnonb3yioTca KOMOMHALMN TAPTETHOH TepanuH [20].
B Haiem UCcIeioBaHuM Takke ObUIO MTOKa3aHO, YTO 110 MEPE IIPO-
I'PECCUPOBAHUA 3200JIEBAHUA /IO MALUEHTOB, MOTYyYalOMNUX
KOMOWHUPOBAHHYIO TEPAIINIO, PACTET U JOCTUTAET 50%.

3akniouenne

Taxum 06pa3oM, MAIMEHTHI C CUHAPOMOM DU3EHMEHTEpPa MO
cpaBHeHUIO ¢ rpynnoi WIT xapakrepusyioTcs 60Jee JUINTENb-
HBIM TEYEHUEM TAKUX CUMIITOMOB, KaK KaII€JIb, TOJIOBOKPYKEHHUE,
CIA60CTb, KPOBOXAPKAHBE U CEPALICOMEHHE IO MOMEHTA BEPU(PU-
KaIlUK IMarHo3a, 601ee HU3KOH caTypaliyeil KpoBU KUCIOPOIOM
KaK B [TIOKOE, TaK 1 IIPH BLITOJTHEHUH (PU3NUECKON HATPY3KHU.

ITpn onenxke nmapamerpos JJIA (CIJIA, JJJIA, cp/I/IA) o gan-
HbIM KITOC u Ox0KI' BBIABIEHBI JJOCTOBEPHO 60Ji€€ BBICOKHE
sHaueHus JJJIA u 6onee Hu3kne 3HadeHus SpO,. [Tokazarenu nu-
KOBOTO IOTPEGIEHHU KNCIOPOoAa o AaHHbM CBOM coorsert-
CTBYIOT YMEPEHHOMY (25% MaIEHTOB) U BEICOKOMY (75% Ianu-
€HTOB) PUCKY IIporpeccupoBanus JIAT

Hanbosee 9aCTO HA3HAYAEMBIMU NIPENAPATAMU CHEnupuye-
CKOH TEPAINH B I'PYIIIIE MAIUEHTOB C CUHPOMOM DHU3EHMEHTepa
6butn 603eHTaH (63%) 1 cugeHadun (55%). Kpome Toro, B
1/2 cnydaeB TpeGOBAIOCH HA3HAYEHME KOMOMHMPOBAHHOMN
JIAT-ciennpryeCcKon TepaInu.
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