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PE3IOME

B cmamve paccmampusaemcs npobiema 0uazHoOCMUKU 1e204HOU apmepuansholi eunepmensuu (JIAT) npu cucmemHsix 3a001€8aHUSX COEOUHUMEbHOL
mkanu. Jlezounas eunepmensus (JII') — amo epynna 3a601e6anuli U CUHOPOMOS, XAPAKMEPUIYIOWUXCS NPOZPECCUPYIOWUM NOBLILUEHUEM JIE20HHO20 COCY-
0ucmo20 conpomuseHUs, Komopoe npugooum K pazgumuio npasoxHceyo0uKogoll cepoedHoli HeOOCMAMOYHOCIU U NPENCOe8PEMEHHOU 2ubenu NayueHmos.
Kpumeputi JII" — evisenennas npu kamemepu3ayuu npasbix 0moesios cepoya 8euduHa cpeOne20 0asaeHus 6 1e204Holi apmepuu > 25 MM pm. cm. 8 NOKoe.
Tpedcmasnetivi onpedenetue u QuazHocmuyeckue kpumepuu JII, 0atHsle 0 4acmome ee 6bI6AEHUS NPU PEBMAMUHECKUX 3a00NI€8aHUSX. YKa3bi6aemcs Ha He-
00X00uMOCMb paHHeL! OUAZHOCMUKU, MWamebHO20 NposedeHus OupPepeHyuanbHo20 0UAzHO3A U €20 8EPUPUKAYUU C NPUMEHEHUEM UHBA3UBHBIX CNOCO008
OyeHKU yeHmpanvHol eemoouHamuku. JIAI, accoyuuposannas ¢ cucmemHsiMu 3a001€8AHUAMU COEOUHUMENbHOU MKAHU, — CUHOPOM, NAMO2EHeMUHECKU
cxo0Hbill ¢ uduonamuueckoli JIAT, Ho pazguawiulicss KaK KAUHUYECKOe NpossaeHue CUCmeMHbIX 3a6onesanuli coeOunumensroli mxanu (C3CT), npexcde cezo
cucmemHoli cknepodepmuu. JIAI-C3CT exooum e epynny I no cogpemertoli knaccugpukayuu JII' u, no 0aHHbIM pasiudHblX pecucmpos, 3aHumaem I-e mecmo
no uacmome cpedu 8cex accoyuupo8antblx popm. [Ipedcmasnena modeab CKpuHuH2a 60NbHbIX ¢ cucmemnoli ckaepodepmueti u C3CT, ynpowjarowas noxa-
3anus 015 006cnedosanus 6onbHbx. Onucatsl cospemetitibie N00X00bl K NPOB8EOEHUI0 IEKAPCMBEHHOL mepanuu, npedcmasieH an2opumm Ha3Ha4eHus u npo-
sedenus JIAI-cneyugpuyeckoli mepanuu, ynyawaroujeii KaHecmeo HCu3HU NAYUEHMO8 U 8biocU8AeMOCTb NPU MOl 04eHb MANCenol U nPO2HOCMUYECcKU He-
Onazonpusmxoli namosozuu.
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ABSTRACT
Pulmonary arterial hypertension in systemic rheumatic diseases: patients management algorithms
Kanevskaya M.S.

The First Moscow State Medical University named after I.M. Sechenov

The article consideres the problem of diagnosis of pulmonary arterial hypertension in systemic connective tissue diseases. Pulmonary hypertension is a group
of diseases and syndromes characterized by a progressive increase in pulmonary vascular resistance, which leads to the development of right ventricular
heart failure and premature death of patients. The criteria of PH is the mean pulmonary artery pressure>25 mm Hg at rest, detected by right heart catheter-
ization. The definition and diagnostic criteria of pulmonary hypertension, data on the frequency of its detection in rheumatic diseases are presented. The need
for early diagnosis, careful differential diagnosis and its verification using invasive methods for assessing central hemodynamics is indicated. Pulmonary ar-
terial hypertension associated with systemic connective tissue diseases is a syndrome pathogenetically similar to idiopathic pulmonary arterial hypertension,
but it evolves as a clinical manifestation of systemic connective tissue diseases, first of all, primarily systemic scleroderma. PAH-SCTD is included in group
[ according to the modern classification of pulmonary hypertension and according to the data of various registers is the first in frequency among all associ-
ated forms. The author presents a model for screening patients with systemic scleroderma and systemic connective tissue diseases, which simplifies the in-
dications for the examination of patients. Modern approaches to drug therapy are described, as well as an algorithm for the appointment and conduct of PAH-
specific therapy that improves the quality of life of patients and the survival rate for this very severe and prognostically unfavorable pathology.
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Or7IaCHO KJIMHMYeCKUM pekoMengauusim 2016 r.,
nerouHast runeprensus (JII) — ato rpynna 3a6one-
BaHMil ¥ CHHAPOMOB, XapaKTepHU3YIOLIMXCS Mpo-
rPecCUpYIOLLIUM MOBbILIEHHEM JIErOYHOTO COCYAH-
CTOTO CONPOTUBJIEHUS], KOTOPOE NPUBOJMT K Pa3BU-

Kanuimsipax > 15 MM pT. CT. ¥ JIEFOUHOM COCYIMCTOM COINpPO-
THUBJIEHUHM >3 MM PT. CT. [2, 3]. Beipensitor 5 tunos JII. [IporHos
nauyeHToB c JII' cBSI3aH He TOJILKO C OCHOBHbIM 3a00J1eBaHN-
€M, HO 1 C PYHKLIMOHAJIbHBIM KJIACCOM AbIXaTesIbHOI HellocTa-
TouyHOCTH. Jlerounas aprepuanbHas runeprensus (JIAI), acco-

THUIO MPaBOXeJYJI0YKOBOI CepAeyHOil HeJOCTaTOUHOCTH U
npexzaeBpemMeHHoii rubenu nauuentos [1]. Kpurepwmii JII' —
BbISIBJIEHME NPU KaTeTepu3alnu MPaBbiX OTAesI0B CeplLla Be-
JIMYMHBI CPEJIHETO JIaBJleHNns! B JlerouHoit aprepun (JIA) > 25
MM PT. CT. B IOKO€ NpH JIaBJIeHWH 3aKJIMHWUBAHMSI B JIETOUHbIX

LIMMPOBAHHAsl C CUCTEMHBIMU 3a0071€BaHUSIMU COENMHUTEb-
Hoit TkaHu (C3CT), — cMHApOM, NaTOreHeTHYeCK! CXOAHBIN C
uauonatnyeckoil JIAI, HO pa3BMBLUMIICS KAK KIMHUUYECKOE
npossnenne C3CT. JIAT-C3CT Bxonut B rpynny | no cospe-
MeHHO# knaccudukauuu JII' 4, Mo JaHHBIM Pa3NUYHbIX pe-
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TMCTPOB, 3aHMMAeT 1-e MecTO IO 4acTOTe CpPefr BCeX acco-
LMUpOBaHHbIX popM [3—5]. [Ins oueHku BoipaskeHHOCTH JIAT
ucrnonb3yloT pekomenaunu BO3 (2003) ¢ BoinenenneM 3-x
TPYII 110 CTENEHH MOBBILIEHHS JaBJIEHNs! B JIETOUHOMN apTepHH:
nerkyto — 25—45 MM pT. CT., cpenHio — 46—65 MM pT. CT.,
BbIPa’KEHHYIO — Bblllle 65 MM PT. CT.

HaunbGonee pacrnpocTpaHeHHOi1 SBISIETCS MAMONATHYeCcKast
JIAT (>40% cnyuaeB). Ha nonto peBMaruuecknx 3abosieBaHmii
(P3) npuxonurcst 15-20% [5, 6]. [laTorenernueckrie MexaHu3-
mbl JII" npu P3 pasnuunbl, ¥ MO3TOMY BbIsIBJIEHHOE 3a00J1eBa-
HUE MOXET OTHOCUTbCH K mo601v1y suay JII. Hapsany c JIAT
pa3BMBAIOTCsI BEHOOKKIIIO3MOHHAsI G0JI€3Hb JIETKMX, [1aTOJIOTHSI
JIeBbIX OTZENOB cepaua, JII' mpu natoorum aerkux, XxpoHuye-
cKast TpoM603MboMueckas 6onesHs [6, 7).

Jmuonozus u namozexes

HesaBucumo ot Hosonoruueckoit popmol P3 ocHoBHOI
npuunnoit JII' sBnsieTcst pemozienpoBanne CoCyiuCTOM CTeH-
KM BCJIEACTBME Pa3JIMUHbIX MPUUMH: SHAOTeNMasbHON Auc-
yHKLUMK, M36BITOUHOI NpoMdepaLyy KIeToK, r1nepiasum
VIHTMMBbI, TUNEPTPOGUN MBILIEYHOTO CJ10sl, HAPYLIEHUI anor-
T03a, HPrOPO3a COCYNUCTOI CTEHKH, TPOMO030B [8]. B marore-
Hese JII' npu pasnuuHbix P3 1MetoT 3HaueHre MHOTMe (paKkTo-
pbl. [1py BackynonaTtin GOJbLIYIO POJib UIPAIOT U3MEHEHHs!
YPOBHS aHrMOreHHbIX PaKTOpOB (TpaHCHOPMUPYIOLIEro Po-
cToBoro ¢akropa B, pakropa pocta TPOMOOLIMTOB, SHAOTEIN-
aJIbHOTO POCTOBOrO (paKkTOpa), UTO CMOCOOCTBYET Pa3BUTHIO
Ba30KOHCTPUKLIH, OBbILLIEHUIO COCYANUCTOr0 CONPOTUBIIEHUSI
M yXyAleHnio KpoBortoka. Y GombHbix CKB HambGosbliee
3Ha4yeHMne MMeeT UMMYHHBIIA BaCKyJIMT, IpU aHTUHOCHOU-
MUIAHOM CHHAPOME — PeLMANBHpYIOLIMe TPOMO03MO0IMM CO-
cynos nerkux [9, 10]. Tlo cpaBuenuto ¢ nauuenramu ¢ UJIAT
nauuenTsl ¢ JIA[-C3CT — npeuMy1LieCTBEHHO KEHCKOro Mona
(>KeHLLMHBI : My>kuMHBI — 4:1), BO3pacT Ha MOMEHT NOCTAHOB-
KM auarHosa — >60 sieT, MOryT UIMeTb COMyTCTBYIOLMeE 3a060-
7IeBaHUsl WJM MPOSIBTIEHMS] OCHOBHOTO 3a0071€BaHUsl 1 MeHb-
wyio BbkMBaeMocTb [11, 12]. HeckoppeKTHpOBaHHbIt pUCK
cmeptu y 6onbHbIX ¢ JIAT-CCJ] B cpaBHenun ¢ WJIAT Bbiute B
2,9 pasa [13]. Y nauuenTos c JIA[-CCJ] uacTo cHUxeHa Aud-
¢y3uonnas crnocobHocTs nerkux (ICJ) [9, 14, 15].

Hau6onbiuee sHauyenue JII iMeeT npu CUCTEMHO# CKIIEpO-
nepmuu (CCJH). CCll mnM cUCTEMHDBII CKIIepO3 — CUCTEMHOE
ayTOMMMYHHOE TOJMOpraHHoe 3a6os1eBaHe, IPOrHo3 KOTO-
poro onpezeJsieTcs Nopa)keH1eM BHyTPEHHUX OpraHoB (cepi-
113, JIErkKX, MoYeK), TSKeJIbIMKA Ba30CNacTUUeCKUMU COCYIH-
crbimu peakuusimu [8]. JIAT passuBaercst npu CCJ] Hanbornee
4acTo M B 3aBUCHMOCTU OT NPHUMEHSIEeMOro MeTOozia IUarHo-
CTUKM (9XOKapauorpadust Wiu KaTeTepusaLys NpaBblX OTAe-
JIOB CepALa U JIErouHOii apTepyuu) 1 BapUaHTa 3a00J1eBaHus
kosieb1ercst oT 5 1o 32%, nocrurast 50% npu CREST-cunnpo-
Me [6, 9]. [lpu cuctemHoit kpacHoit Bonuanke (CKB) wactora
JII' cocraBnsier 5-10%, ewue peske JII' passuaercs npu PA,
IlepMaToMUO3uTe/oNMMno3uTe, cuiapoMe Lllerpena, aHTu-
doconunuanom cunapome [16—18]. [Ipu CCIl coueTanue
JIAT n unrepcTuumanbHoi 6onesun nerkux (MBJT) Bctpeuaer-
csl TakKe 60JIee YacTo, UTO CYLIECTBEHHO YXyJLIAeT NPOrHo3
6onbHbIx [15, 19].

Juaznocmuxa JII’

Pannss nquarnocruka JIAI — ki04 K ONTUManbHOMY Tepa-
NeBTMYECKOMY NporHosy. [lpu oTcyTcTBUM Nlevyenus nporHos
GonbHbix ¢ JIAT kpaitHe HeGnaronpusiten, npu CCI1 60% Gorb-
HbIX KJIMHUYeCKHM 3Haunmoii JIAT ymupaioT B nepsble 2 roja.

B HacTosiee BpeMst cMepTHOCTD, cBg3aHHasi ¢ JII, cpaBHsuiach
co cmepTHOCTbIO npu UIBJI 1 cocTaBnser okono 30% B cTpyk-
Type JieTanbHbIx Mcxonos npu P3 [15, 16, 19]. CeoeBpemen-
Hoe BbisiBnieHue JIAT' criocoOCTByeT paHHeil Tepanuu ¢ nocrne-
ayoiM 6osee GnaronpusTHeIM TedeHueM [6, 20, 21].

Ins auarnoctrku JII, accouunposanHoit ¢ CCI, nposonst
KOMIUIEKCHOE 00CIe[OBaHMe C LieJIbl0 YCTAHOBJIEHUS AMarHo-
3a, OLIeHKHM KJIMHM4ecKoro knacca v tuna JII, pyHKUMoHanbHO-
ro ¥ reMOIMHaMHUYECKOTO CTaTyca nalueHTa. Boiiensior cie-
aymolue sranbl AnddepeHLranbHO-AMarHOCTUUECKOr0 Npo-
ecca:

1. llono3penue Ha Hanuure JII' (CKpUHUHT).

2. Uckmiouenue Hanbosee yactbix npuun JIL.

3. YcraHoBnenue nuartosa JIAL

4. Ouenka JIAT ($pyHKUMOHATBHBI KIACC, 0COOEHHOCTH re-
MOJIMHAMUKH ).

Iuarxocruka JIT npu CCJl, kak 1 mpu apyrux 3abosnesa-
HHUSIX, OCHOBAHA Ha KOMIUIEKCE KJIMHWUYECKUX U MHCTPYMEH-
TaJIbHbIX UCCTIEJOBAHUM, CpeIy KOTOPBIX «30JI0TbIM CTaHIap-
TOM» SIBJISIETCS1 Onpefenenye AasieHus B JIA npu ee karere-
pusaunn. Heo6xoa1umMo MOMHUTb O CKPUHHMHTOBBIX MeTOnax
ob6cnenoBanust, NockosbKy 6osbHble CCJl cocTaBnstoT rpynmy
pucka npu pa3BuTuK 3Toro npossnenus [20, 22]. Ha pucyH-
Ke 1 MpefcTaBieH alNroput™M CKPMHUHIOBOrO 00C/IeNOBaHMS
nauueHToB [2, 3]. Oabliika — nepsoe npossinenue JII, kotopoe
TpebyeT npoBeneHust anpdepeHLnanbHON AUArHOCTUKY U
00OBIYHO Pa3BUBAETCS Y3Ke MPU HATMUKMK NIPABOXKETYLOYKOBOI
CepleyHoi HelOCTaTOUHOCTH.

[lpn ckpunuure u onpenenennu pucka passutus JII' y
6onbHoro CCJ] npoBogsT vccnenoBatve GpyHKLUUM BHEILIHETO
abixanus c onpezenenvem JICJI. [lokasana nporHocrudeckas
pOJib 9TOr0 METOZAA TOMUMO OOLLENPUHSITBIX KITMHUKO-MMMY-
HOJIOTMUYECKUX MPU3HAKOB B ONpefesieHUH TPyIbl pUcKa no
passuruio JII. MsonuposanHoe cHuxkenne ICJI 1o ypoBHS
<55-60% HOpMBbI sIBUIOCH OOJIee 3HAYMMBIM TPEIUKTOPOM
pasutust JII, ueM npyrue NOCTYIHblE CKPUHUHTOBbIE METOZIHU-
ku — IKT unu Ixo-KT. Ipu 3TOM HEOOXOAMMO MCKITIOUNUTb UH-
TepCTULMANbHbI GUOPO3, COMYTCTBYIOLLYIO XPOHUYECKYIO
00J1e3Hb JIETKUX UK aHemuio [15].

V. Streen et al. nokasanu, uto nauuenTsb ¢ JIAI' u TUMUTH-
posanHoii CCJl umetoT 3HauuTenbHO Gonee Huskyio JICJ1 3a
HeCKOJIbKO JIeT 10 YCTAaHOBJIEHMS] IMarHo3a B CPaBHEHHU C
OOJIbHBIMU, HE UMeBLUMMM B nanbHeiiem JIAT u UBJT [16].
Yposenb [ICJI > 60% nmeeT BbICOKYIO CrieLIMUUHOCTD 1151 UC-
kmouenust JIAI' [16], nostomy yposenb IICJI < 60% nomken
paccMarpuBaTtbCsl B KauecTBe Npu3Haka BO3MOXHOM JIAL
Cuuskenne JICJT y 6osbhbix CCJ] CBA3BIBAIOT C YaCTOM acco-
umnaumeit JIAT ¢ BEHOOKKIIIO3MOHHO#1 Gose3Hblo. [Tpu Mopdo-
JIOTUMECKOM MCCTIeOBAHNM JIETOUHOM TKaHW Y OOJBHBIX C
JIAT-CC/l npusHaky nopakeHust BeHys 0OHapy>KMBAIOT yallle,
uem npu WIT [16].

IxoKT kpome BbIsiBNIEHNs] KOCBeHHbIX Npu3HaKoB JII' 1 pac-
yeTa CpenHero nasjieHus B sierounoii aprepun (CpZlJIA) nmo-
MoraeT B audPepeHLanbHON JuarHocTrke BapuanTos JII,
CBSI3aHHOM C MOpakeHNWeM JIEBOTO JKeJyI04Ka, B YaCTHOCTH, C
HapylleHHeM ero COKpaTMMOCTH M KJlaMaHHbIMY MOPaskeHHsI-
MHU. BrisiBIeHMe TPaHCTPUKYCNUAANbHOrO rpafiieHTa JaBJie-
HUs >2,5 M/C HeAOCTaTOUHO AJsl BepupUKALMK JUarHosa u
Tpebyer moaTBepskaeHus. Bonee TouHas mMarHocTHueckas
mogenb anroputMa DETECT npennonaraer ncrnonb3oBaHue
9xoKI, uccnepyrorcs miowanb NpaBoro npencepans U CKo-
POCTb TpUKyCNMAaNbHO peryprutaunu [22, 23]. B nccneno-
Banny DETECT npensioskeHa KOMNo3uTHast 6anibHasi OLieHKa
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ans orbopa MalueHToB, KOTOPbIM HEOOXOAMMO BbIMOJHSTD
KaTeTepu3aLMio MpaBbix 0TAeNoB cepaua [23]. Ilpu ocranb-
Heix C3CT pexoMeHzaytoT BblMonHTb IXOKI 17151 BbIsIBNIEHNS
JIT. Kak n npu apyrux ¢popmax JIAL, npu JIAI-C3CT pekomen-
JoBaHa Karterepusauus npasbix kamep cepiua (KIKC) ans
NoATBEep>KeHNsl iuarHosa. B npolecce perpecCMOHHOro aHa-
n13a OblK BblIeJIeHbl IepeMeHHble, aCCOLMMPOBAHHbIE C PUC-
KOM pas3BuTus JIAI': TeneaHruskrasuu, aHTULEHTPOMEpPHbIE
AHTHTEJa, NOBbILLIEHNE YPOBHEN CepOJIOrMYecKUX MapKepoB
JIAT (NTproBNP), ypoBHSI MOU€BO#t KMCIIOTBI, U30JIMPOBaHHOE
cHxenue JICJ1. B HacTosiLee Bpemst HET OJHO3HA4YHO! TpakK-
TOBKHM ($akTOpoB HebnaronpusTHoro nporuosa JIAT npu CCI,
HO Takue GpakTopbl onpezeseHsl A1 uauonarudeckoit JII. [lo-

MMMO MCXOJIHBIX FeMOJMHaMHUUECKUX NTapaMeTpOB, B NEPBYI0
ouepenb CpJlJIA npy nepBom 06Ce0BaHUH, K HUIM OTHOCSIT
riepukapauT, nosbiienye yposHs NTproBNP 1 ypoBHs Moue-
BO¥ KUCTIOTHI [24]. Hanuure neprkapanaibHOro BbINOTA pac-
CMaTpHBaeTCs Kak MPeauKTOp BbICOKOW CMEPTHOCTH y 60JIb-
HbIX ¢ MJII' u ¢pakTop 3HAUMMOrO yBeJMYeHUsl YacTOThI Jie-
TalbHbIX UCXOO0B Y 6onbHbIX JIAT-CCJ] [24, 25]. OTmeuaeTcs,
yto npu CCJl nepykapauT BCTpeuaeTcs: Hanbosee 4acro.
KIIKC nomkHa npoBoauTbest BceM 60ibHbIM ¢ JIT' 1 6071b-
HbiM CCJ1 1 JII. [loMumo noatsepskaeHns: ¢paxTa NOBbILLIEHNS
Jasnenus B JIA pesynbraTbl UCClefOBaHUsl UMeOT nudde-
peHLMaNbHO-AMarHOCTUYEeCKOe 3HaYeHue M MOATBepPKIAaloT
nporHo3 6osnbHoro [6, 19]. A.B. Bosikos [20] pekomeHzyeT mst

CVMMNTOMbI, 0GbEKTMBHbIE A@HHbIE, aHAMHES3, BbI3biBatOLLME NOJo3peHme Ha JT

BepositTHocTb JII no gaHHbIM 3xoKI™

Bbicokas unu n POMeXyTo4Hasa

Hwnskas

Y

[unarHo3 3a6oneBaHuin NeBbIX Kamep cepaua Ha

Uny 3a6051eBaHNIA IETKMUX NOLTBEPXKAEH?

B/ cunHTUrpadus nerkux®:
HecooTBeTCTBUE AedheKToB nepdyanm

Het

Y

Hanpasutb
B 9KCNePTHbIV LeHTp JIT

M BEHTMRAUMN?

-

Hanpasutb
L B 9KCMNEPTHbIN ueHTp JIIT

BeposiTHa XT3/
KT-aHrnonynbsmoHorpacdwus,
KMKC+/- aHrnonynbsMoHorpacus

KnNKC
cpON1A = 25 mm pT. CT.,
O3J1A < 15 mm pT. CT.
JICC > 3 en. BYQ

PaccmotpeTb
Lpyrvie NpUHmHBbI

] I'pynna 6

- Mop
nynbMoHanbHas

> LLiIncrocomos

HacneactBeHHas Mpouonatnyeckas g yeckas HacnepctBeHHas
BOBJ/NKI i BOBJI/KE NAr NAr

Mpumeyanue: * — Npu BbINONHEHUU eAMHCTBEHHOIO BU3yanuanpyloLero nccnenosanms KT aHruonynbMoHorpadum MOXHO He anarHocTuposats XTI

CokpauyeHusi: BINC — BpoxaeHHble nopoku cepaua; KT — komnbtoTepHas Tomorpadusi; C3CT — cuctemHble 3a6oneBanuns coefuHuTensHon Tkaun; XTI — xpoHuyeckas TpoM603M-
6onuyeckas neroyHas runepteHaus; ACIT — auddyanoHHas cnoco6HOCTb Nerkux Ans MoHookeuaa yrnepoga; BUY — Bupyc ummyHopedmumuta Yenoseka; KTBP — komnbloTepHas To-
morpadusi Bbicokoro paspeluenus; cpiJ1A — cpenHee fasnexue B nerovHort aptepuu; J1A — neroyHas aptepus; JIAI — nerouHas apTepuansHas runeptenavs; A3/1A — naesnexune 3a-
KNMHUBaHUsA B nero4yHon aptepun; U®JT — uccneposanune dyHkumm nerkux; BOBJ/JIKI — BeHOOKKNO3MOHHAs 60Me3Hb Nerkux / NeroyHbIi kanunnspHelii remadruomartos; JICC — ne-
royHoe cocyauctoe conpotuenenue; KNKC — kateTepusaums npaebix kamep cepaua; B/M — BeHTUNAUmMoHHo-nepdy3unorHas. Mpynna 6 - JII, o6ycnoBneHHas HesCHbIMU MHOroakTop-
HbIMW MexaHu3mamu

Puc. 1. AATOpUTM CKPUHUHIOBOTrO 06CA€AOBOHUS NALMEHTOB C AT
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panneit guarnoctukn JIAT npu C3CT Bcem naumentam ¢ CCJl
NMPOBOANTb CKPUHHUHT C Liesibto oOHapyskenust JIAI. CKpUHUHT
naLueHToB 6e3 KIMHUYeCKUX nposieienuii JIAI' He pekomeH-
ayercs ang C3CT nnm pyrux CUCTEMHbIX ayTOMMMYHHBIX 3a-
6onesanwmit 6e3 npusHakoB CCJI. [posexnenue KIKC Heo6xo-
anmo st auartoctuku JIAL a mposezeHre oCcTporo Basope-
akTvBHOro Tecta y nauuenros ¢ CCll, C3CT uan apyrumu cu-
cTeMHbIMM 3a0071eBaHMsIMU He TpebyeTcst. Kpome Toro, ckpu-
HUHroBasi nporpaMMa y nauueHtos ¢ CCIl unm cucTeMHbIMA
ayTOMMMYHHbIMM 3a6oneBanusiMu ¢ yepramu CCJJ o6s13aTerb-
HO JI0/kHa BKiodaTbh uccnenosanue JCJI. JJomskHbl MpoBo-
InTbest TpaHcTopakanbHast IxoKI, anropurm DETECT [21, 22],
ecin JICJ1 <60% 1 anurenbHoCTb 3a6oneBanus >3 nert. [pu
CCJl mnu cHCTEMHBIX ayTOMMMYHHBIX 3a00J1eBaHUSIX C YepTa-
mu CCJl tTpaHcropakanbHast IxoKI u ouenka JJCJI nomskHbl
NPOBOJUTbLCS €XKEerofiHo, a NPY BO3HUKHOBEHUH CMMITOMOB
BbINOJHSOTCS TpaHcTopakanbHast IxoKI, ouenka JICJI u onpe-
nenenve ypoBHs NTproBNP. K nanGonee 3HaunmbimM 1715t au-
arHoctuku JIAT 9xoKI-napamerpam OTHOCSITCSI CKOPOCTb TPU-
KYCMHMZAAJIbHOM peryprutaumy M riolanb npasoro npeucep-
ausl.

Bepudukaums JII npu CCJ] Tpebyet nocnenyroiiero and-
¢depeHLMaNbHO-AMarHOCTHYecKoro obcnenoBanus. [s yrou-
HeHust Tuna JII' Heo6X0AMMO MPOBOAMTb BeCb KOMIUIEKC 00-
C71eZl0BaHMst KaKAOMY GOJIbHOMY, TOCKOJIbKY BO3MOSKHO COYe-
TaHue HecKonbkUx npuuuH. [uarnos JIAI npu CCI mosxer
ObITb YCTAHOBJIEH TOJIBKO MOCIIE NPOBEIEHHs BCEX AUarHOCTHU-
yeckux npouenyp. JIAT MoskeT ObITb CBsI3aHa C MOPTAabHO
rUnepTeHsueil, pasBuBLIeiics Ha GOHE MepBUYHOrO OuMap-
HOTO LIMPPO3a, KOTOPbIi BCTPeUaeTcsl Npu JIMMUTUPOBAHHOM
CCI] cyliecTBeHHO yallie, 4eM B MOMYJISILIMHI.

Cryuan JII, cBS3aHHOM C BACKYJIMTOM JIETOUHBIX COCYZOB,
OMKCaHbl MPY CMeELIaHHOM 3a00JIeBaHNM COENMHUTEIIbHOM
tkaHu (CM3CT), npu kotopom npusHaku CCJl onpeznensiot
onMHakoBble noaxopl kK auarnoctuke JII' u JIALL Tepanestuue-
CKHe MOAX0bl JODKHbI ONpeessiThCsl HO3010rMYecKoii npu-
HagnesxxHocTblo JIAT u IpyrMMu BO3MOXKHBIMM MPUUYMHAMH
[3, 6]. [pu BrisiBNnenun npusHakos JIAI-C3CT Bce maLueHTbI
JOJIKHBI HaMpaBJIsITbCSl B 9KCIEPTHbIE LIEHTPbI A7 NpoBejie-
Hust quddepeHUManbHO IMarHOCTUKY, YCTAHOBJIEHMS! ivar-
nosa JIAI' u nposenenus JIAT-cneunduueckoii Tepanmu.

Kak npennxrop npomomkuTesbHOCTH 3KU3HU OOJIbHBIX 1C-
NoJIb3YIT QYHKUMOHANbHYIO Knaccuurauuto JIAL Tak, npu
Iu Il ®K cpennsst nponoKUTENbHOCTb XKU3HU MALMEHTOB —
6 net, pu Il ®K — 2,5 rona, a npu IV OK — 6 mec. Kpome To-
ro, y 607bHbIx CCJl BaskHa KOIMYECTBEHHAS OLIEHKA TOJIEPaHT-
HOCTH K (pM3UUECKOIi Harpy3Ke, JUIsl 4ero yCrewHo 1UCroJb3y-
eTCsl TECT 6-MUHYTHOM XOZbOBL. VICr0NIb3yst 3TOT AOCTYMHBII 1
BbICOKOMH(OPMATUBHbII TECT, CJefyeT yYUThIBAaTh MOpae-
HMe MBI ¥ cycTaBoB y 6onbHbix C3CT (2, 3, 6].

[lauuents! ¢ ouenb panuum passutueM JIAI-CCIl umetor
3HauMTEJIbHYIO CKOPOCTb MporpeccupoBatust 6onesnu (>40%)
B OTHOCHTEJIbHO KOPOTKMI1 TEPUOJ BpEMEHH.

Tepanusa JII

3a nocnennue fecsitunerust Tepanus JIAI pasBuBaercs,
CTaHOBUTCSl KOMIJIEKCHOI ¥ 060CHOBAHHO. ITO KacaeTcs He
tosbko UJIAI, Ho u, 6esycinosHo, JIAT Ha done P3, nockonbky
17151 IeYeHNs UCTIOJIb3YIOTCSl aHaJIOrMYHble npenaparbl. Jleueo-
HbIM MPOLIECC BKIIIOYAET OLIEHKY TSKECTH 3a00JIeBaHUS U OT-
BETa Ha Teparnuio.

Crpareruto neuenns nauuenTos ¢ JIAI' MOXXHO pasnennTb
Ha Tpu 9Tana [26]. [lepBblii aTan BKIoYaeT obLiye Meponpus-

THs ($H3MUecKast aKTUBHOCTb, peabuINTaLOHHbIE POrpam-
Mbl, 6epeMEeHHOCTb, KOHTpALeNLMsl, KIIMMaKC, FTOPMOHaJIbHAst
3aMeCcTHTesIbHasl Teparnusl, CUXO0JIOrMyecKasl oMOLLb, NPo-
¢dunaxtuka nHPpeKUUil 1 1p.), NOANEPKUBAIOLLYIO Tepanuio
(kucnoponoTepanusi, AUYPETUKH, OUTOKCHH), HAallpaBJleHUe B
3KCMEepTHbIE LeHTPbl M NPOBeJieHHe KaTeTepusaLny Npasoro
)KeJlyfouKa. B cBsiau ¢ yacTbIMK [enpeccMBHbIMU PacCTpOii-
CTBaMM HeOOXOAMMa MCUXOCOLMabHAs peabnuanTaLyst.

Bropoii atan — 310 cobcrBeHHO Tepanust JIAI BbICOKMMM
103aMH 6JI0KaTOPOB KaJbLIMEBBIX KAHAJIOB Y MALMEHTOB C 10-
JIOXKUTEJIbHBIM Ba3opeakTHBHbIM TecToM (BPT) nnu ono6peH-
HbIMM 17151 tevenust JIAT npenapaTamu y naueHToB € OTpULA-
TEJbHOM MpoOOoi. ITa pekoMeHfaLKs B OOJblUeii CTeneHu
npuemieMa Jyist 6osbHbIX ¢ MJTAT, nockonbky BPT y 60sbHbIX
¢ C3CT npumeHsTD HelienecoobpasHo.

Tpetwii aTan cBg3aH C OTBETOM Ha JIEKAPCTBEHHYIO Tepa-
MU0, OMNpezeNneHreM KOMIUIEKCHOI Tepanun 0f0OpeHHbIMH
1711 IeueHNs IpenapaTamy Ui NOKasaHWi K TpaHCIIaHTalunum
JIeTKHX.

PexomeHzaLmy BbIIESIOT 3HAUMMOCTb PAHHETO BbISIBIEHUS]
natosoruu (ypoBeHb fokasatenbHocTh C) [6, 26, 27], npoBene-
HUe TapreTHOl Tepanuy, BKmouarowlei umerommecs JIAI-cre-
uMduuecKre TepaneBTHUeCK1e CPefiCTBa: aHTarOHUCTbI peLiern-
TOPOB 3HAOTEJIMHA, AHTarOHUCThI SMONPOCTEHOJIA M MHTMONTO-
pbt 5-pocdonuscrepassl (A). ITa Tepanus M3HAYAILHO WM B
nocselyoLeM NMpeznosiaraeTcs Kak KOMIjIeKCHast U pasjinuHbl-
MM KOMOMHALMSIMK JiekapCTBeHHbIX cpencTs (A). Tepanus JIAT
npu C3CT npoBoaMTCS aHAJIOTMYHO UAMONATUUECKUM BapUaH-
tam JIAIL, onHako monutopuHr npu JIAI, cssannoit ¢ C3CT,
JIOJIKEH MPOBOAMTBCS YacTO B CBSISU C IUIOXMM KU3HEHHbIM
TMPOrHO30M 3THX O0JbHbIX. [porHo3 y GonbHeix P3 Hebnaro-
MPUSTHBIA U CyLLIeCTBEHHO Xyske, yem nipu WUJIAL Jleuenume na-
uventoB ¢ JIAT-C3CT 6osiee KOMIIEKCHOE 110 CPAaBHEHHIO C
neuyenreM WJIATL. iMmyHocynpeccuBHast Tepanust KOMOMHALM-
et IIIOKOKOPTUKOUAOB U LMKI0(ochaMuia MOXKET yITyULIUTh
cocrosiHue 607bHbIX ¢ JIAT u CKB unn CM3CT [19, 27, 28]. To-
Ka3aHWSIMM K Ha4aJly Teparnuu SBJIsiioTCs pe3ybTaTbl KaTeTepu-
3aLlMM NpaBbIX OTAEN0B cepaua. Ha pucyHke 2 npeacTasieH an-
roput™ Tepanuu 6onbhbIx JIA[-C3CT [20].

[naBHbIMU LiensiMK JTeueHust 607bHbIX JIT' SIBSIOTCS yMeHb-
LlIeHre KJIMHUYEeCKON CUMITOMATHKHY, yilyullleHne KauecTBa 1
yBeJIMYeHre NPOAOIKUTENIbHOCTH XXu3HU [3, 29]. Poccuiickue
pexoMeHpauuu 2017 r. [27] BbloenstoT ycI0Bus 15 NpoBezie-
Hus tepanuu JIAT y 6onbubix CCII. JIAT-crieunduueckyto Te-
panuio MPUMEHSIIOT TOJIbKO MOCJe YTOYHEeHHs] AUarHo3a u re-
Hesa JIAI' 1 npoBOAST B COOTBETCTBMM C MEXIYHAPOIAHbIMU
pexomeHnauusamu. JIAT-cneuuduueckas tepanusi crnoco6-
CTBYeT YJIyulleHUIO NIepeHOCUMOCTH (PU3UUECKUX HArpy3oK,
3aMeJJIeH1IO TTPOrpeccupoBaHmst 60JIe3HM 3a cUeT perpecca
M3MeHeHMH B JIErOUHbIX COCYaX, MPUBOIMT K YIIyULLEHUIO Ka-
4eCTBa KU3HW U BbXKMBAE@MOCTH (YpOBEHb J10Ka3aTeJIbHOCTU
B, akcrpanonsuus nanHeix PKU, BrmounBLinx 607bHbIx JIAT,
aCCOLMMPOBAHHOM C cUCTeMHbIMU P3).

lpenaparbl anst JIAT-cnennduueckoii Tepannu crnocoo-
CTBYIOT Ba3OJMJISITALIMM U CHIKEHHUIO NiaBsieHnst B JIA pasHbIMK
MeXaHM3MaMH U BKJIIOYAIOT aHTarOHWCTbl peLenTopoB SHIO0-
TenuHa-1 (603eHTaH, MaUUTeHTaH, aMOPU3€EHTaH ), MIHTMOUTO-
pot ®I3-5 (cunpenaduin, Tananadun) ¥ prouuryar. AHTaro-
HUCTbI peLenTopoB 3HA0TeNMHA- 1 MOAABISIOT ero Ba3oKOH-
CTPUKTUBHOE JIefiCTBHE 3a CYeT CBSI3bIBAHMUSI C peLlenTopamu
A- 1 B-Tuna wmm tonbko ¢ petentopamu A-tuna. K nepsbiM
OTHOCSTCS 603eHTaH 1 MALUTEHTaH, NPeJICTaBUTETIEM CeJleK-
TUBHBIX QaHTarOHMCTOB SIBJISIETCSI aMOPHU3EHTaH.
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Bosenran (boseHekc) pekomMeHayeTcsl B CTAPTOBOI 103€
62,5 mr 2 p./cyT. Yepes 4 Hex. npu Xopolieit NepeHOCUMOCTH
yBeJIMYMBAIOT 103y 10 125 mr 2 p./cyT. bosenraH siBnsiercs
nepopasbHbIM aHTarOHUCTOM SHIOTEJIMHOBLIX peLienTOpOB A-
1 B-Trna v nepBoit CMHTE@3MPOBAHHOM MOJIEKYJION 3TOrO Kiac-
ca v npumensiercst npu WJIAT n JIAI, accoummpoBaHHOii C
C3CT. boseHTaH MpoaeMOHCTPUPOBa yilyullleHne ToJlepaHT-
HOCTH K (PU3MUYECKUM Harpyskam, ymenbluenue OK, ymyure-
HUe reMoAMHaMUKK, nokasareneit IxoKIl u yBenuueHue Bpe-
MeHu 1o yxyauenus [2, 27, 30, 31]. YV 10% nauueHTOB Ha-
Oi071aeTCs yBeJMueHe YPOBHSI IeYeHOUYHbIX (PepMEHTOB, 0-
3TOMY HEOOXOIMM eKeMeCsUHblil J1JaG0paTOPHbIii KOHTPOIb.
Bosentan sBnsieTcs uHAYKTOPOM u309H3UMOB CYP3A4,
CYP2C9 u uuroxpoma P450, nostoMy OH MOXKET CHUKaTb
TJIa3MeHHble KOHLIEHTPALMK JIEKAapCTB, METa00 M3NPYIOLLHX-
Csl 9TUMM 9H3MMaMH. BoseHTaH Takske MerabonM3upyercs
3THMU 9H3UMaMH, IOITOMY MX MHIMOMPOBaH1Ee MOXKET MpHBe-
CTH K MOBBILIEHNIO KOHLIeHTpaLun 603eHTaHa.

Mayumenman u3ydancsi B yrnpasjisieMOM KJIMHUYeCKOM
uccnenosanuu [6, 27, 32] y 742 naumenroB ¢ UJIATL. Ymenb-
L1aJ1ach 4acToTa MPOrpeccupoBaHust 3a001eBaHNs! 1 JIeTajlb-
HOCTH, YBEJIMUMBANUCh PpU3NUECKHE BO3SMOXKHOCTU MaLMeH-
TOB. MauuTeHTaH npumensiercs B fo3e 10 mr 1 p./cyr. On
NPOZIEMOHCTPUPOBAJI MEHbILYIO BblPaskeHHOCTb IenaToToK-
CHUYHOCTH, OZIHAKO MOKA OH IPUMEHSIICS Y BeCbMa OrpaHUYeH-
Horo KosnmvectBa 6omnbHbIX ¢ JIAL, accounnposanHoii ¢ C3CT.

I/IHeu6umopb1 @J]3-5 nonaBngiOT UHAKTUBALIUIO LIMKITHYe-
CKOro ryaHosuHMoHOdocdara B knerkax. Cungenadpun npu-
MEHSIOT B cyTouHO# no3e 50—200 mr. K nprmeHenuio onobpe-
Ha f1o3a cunpenaduna 20 mr 3 p./cyT. Tananadun sBnsercs ce-
NeKTUBHBIM MHrHOKUTOpoM PJ135, ero npunuMator 1 p./cyT no

2,5—4,0 mr. Bapnenacdun Takske OTHOCUTCS K CEJIEKTHBHbIM WH-
ruburopam PI935 u HazHauaercs no 20 mr 2 p./cyt [27, 33].

Cmumynsamopel pacmeopumoll 2yanu1amyux1a3bl NOBbl-
LIAIOT CUHTe3 ryaHosuHgocdara. [Ipenapatom 3Toro knacca
SIBJISIETCSl PUOLIMIYAT, KOTOPbIIl HA3HAYalOT BHYTPb 1O 1 Mr
3 p./cyT (MakcuManbHas cyTouHas fo3a — 7,5 Mr). Y navueH-
TOB C nopaxenuem sierkux npu CCJl puouuryar yayuian ®K,
JIero4HOe COCYAMCTOe COMPOTHUBJIEHHE U CepAeUHblit HHIEeKC,
yIly4llleHre COXPaHsIoCh B TedeHue 2-X jeT. JIByXJIeTHss! Bbl-
SKMBaeMOCTb Oblsia TaKOM ke, Kak u y nauuentos ¢ UJIAT. Puo-
uuryat npu CCJl umern aHanoruyHblit npoduib 6e30nacHoCTH
10 CpaBHEHHIO ¢ 00LLeit nonynsumeit 607bHbIX [6]. Couetanue
CTUMYJISITOPOB IyaHUATLMKIa3bl ¥ MHrHOMTOpoB O35 npo-
TUBOMNOKA3aHO M3-3a apTepuasbHO/ TMINOTEH3UW W NPYTux
Cepbe3HbIX MOOOYHBIX 3P HEKTOB.

Inga neuenns JIAI' npUMeHSIOT aHaIOrM NPOCTALMKIIMHA
(ypoBeHb nokasatenbHocTH B). Mnonpoct nnst neuenms JIAT
JOCTyNeH B popMe BHYTPMBEHHO MH(Y3MK, NepopabHOro
MCMO0J1Ib30BaHMSI U a3p030Jisl. VIHrassiuMOHHbIA UI0MpocT 3¢-
¢exTHBHO cHIKaeT nasnenue B JIA. B cyTku Tpebyercs oT 6
10 12 uHransumit ans noanepsxkanusi crabunbHoro 3 dexra.
[lpomomxkurensHocTb AeiictBus npenapara — 45—60 muH. [1pu
MCIOJIb30BaHUM YJIbTPA3BYKOBOro HebyJaii3epa nponossku-
TeJIbHOCTb MHTaNsILMKM — 5 MUH. AHAIOraMM NMPOCTALMKIIMHA
SIBJISIFOTCS] 3MOMPOCTEHOJ B MHQY3MOHHOI dopme (YpOBeHDb
1I0Ka3aTeJIbHOCTH A) U TPEeNpOCTUHMI (1711 BHYTPMBEHHOrO,
MOJKOKHOTO BBEJIeHUs U B BUJie a3p030Jis).

BriGop Tepanmu 3aBUCUT OT KIMHUYECKOTO COCTOSIHUS U
TSIKECTH, KOTOPble KNaCCUPUUMPYIOTCS MO PYHKLIMOHATIbHOM
wkane BO3 [27]. Y 6onbHbix [-1II K npenaparamu nepsoii
JIMHUN SIBIISIIOTCS1 603eHTaH M cuneHadpmn. Kpome aTux npe-
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Y
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)
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Puc. 2. Aaroputm nposepeHus AAT-cneumduryeckon tepanum (20)
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napatoB y 6ombHbIX € [II @K MoskeT ObITb MPUMEHEH MHTass-
LMOHHbIA unonpocT. [1pu passutum IV @K, kak npasuio, Ha-
3HAuyalOT KOMOMHHMPOBAHHYIO Teparnuio 3THMU NpenapaTamu
[34]. KombunnpoBaHHast Tepanust U3 AByx 1 6osnee npenapa-
TOB Pa3HbIX PYII MOXKET ObITb Ha3HAY€Ha MOC/IEe0BaTEbHO
UM ofHOBpeMeHHo. [IpeanoyruTenbHa Lienesas Tepanus, Ko-
riaa MCXOJHO ompejiesieHbl Liesu JledeHust. KioueBoe ominume
LieJIeBOV Teparnuy B TOM, UTO NaLMeHTbI, JOCTHTLINE CTaOuIb-
HOTO COCTOSIHMSI WJIM Jla’kKe HEe3HAUMTEJIbHOTO Yiy4LleHusl, HO
He JOCTHUrLIMe MOCTaBJIeHHOM LiesiM, MOTYT MoJjlyyaTh JOMO0JI-
HUTEJIbHYIO Teparnuio.

Ha pucynke 3 npencrasnena cxema tepanuu JIAI C3CT
nocne karerepusdauuu cepaua [35]. Pacnpenenenue npo-
rpamM JiedeHnst ocHoBaHo Ha DK (BennunHe cepaeyHoro MH-
JleKca), HO BO BCeX CJIyuasiX MCXOJHO BKJIIOUAIOTCSl UMMYHOCY-
npeccuBHasa Tepanus 1ns naumenTos l[-III @K u coueranne
takoit Tepanuu ¢ JIAl-cneuuduueckumu cpencTsamu s
60sbHbIX ¢ BbICOKMM DK (III-1V) 1 oLeHKoit KIMHUYECKOro 1
remojuHaMuueckoro spdexra yepes 4—6 mec. [Ipu orcyr-
cTBUM 3 PeKTa NpoaoKeHne UMMYHOCYTIPECCUBHOI Tepa-
MUK NPELCTaBIISIETCs HellenecooOpasHbIM. Y G0JIbHBIX, OTBe-
THUBLUMX Ha Teparnuio, OHa MPOZOJIKAETCS U TPOBOAMTCS COYe-
tanveMm JIAT-cneundrieckux M MMMYHOCYNPECCHUBHbIX
cpencts (Moderuna MUKOQeHoNar, a3aTUONPHH, LHKI0odoC-
damun).

[lpu cepneuHoit HENOCTaTOYHOCTH HA3HAYAIOT MeTIeBble
IMYPETUKU B COYETaHWU C GHMA20HUCMAMU AJ1b00CMepOHa
(anbaakToH, BepolunpoH) noz koutposem All, OUK u ypos-
HS 97IEKTPOJIMTOB, UCCENYIOT YPOBEHb MOUEBOW KHCIIOTBI.
[1pu coueTanun cepieyHo HeOCTaTOYHOCTH C HAZIXKeTy0u-
KOBbIMM HapyLLeHHUsIMA PUTMa HAa3HAUYalOT CepOeyHbIe 2JIUKO-
3u0bl. [1py neveHny napeHTepabHBIMKU MPOCTAHOMAMMH Y Na-
LIMEHTOB C HEeCTAOMIIbHO reMOIMHAMUKOIA 1 B TEPMUHAJIbHOM
cragun XCH ncnonb3ytoT MHOTpOMHbIe npenapartsbt [27, 29].

BaxxHoe 3HaueHue B Tepanun OOJbHBIX C bIXaTeNbHOI He-
JOCTaTOUHOCTbIO, YACTO TSKEJOi, UMeeT kuciopodomepanusl,

CranpgapTtHas Tepanus (MOYEroHHbIe, aHTUKOarynsaHTbI)

OK Il n Il (CN>3,1 p/m? B 1 MUH) DK VIun il (CU<B,1 n/m? B 1 MUH)

Y Y

JIAT -cneundmyeckas +
MMMYHOCYrNpeccuBHas Tepanus (?7?)
KnuHnyeckas n remogmHammnyeckas

oLeHKa ahPEKTUBHOCTH

Yyepes 4-5 mec.

Y S + Y

MIMMyHocynpeccrBHas Tepanms
KnuHudeckas n remognHamuyeckas
oueHKa ahheKTUBHOCTN
yepes 4—-6 mec.

Het otBeTa EcTtb otBeT Het otBeTa
OTmeHa CrapT nepoparsbHbIX OTmeHa
MMMYHOCYMPECCMBHOM | | UMMYHOCYMPECCaHTOB | [ UMMYHOCYMPECCUBHON
Tepanuu, Ha4aTb (Modhetvna Tepanuu, ctapt
NAT-cneumndunyeckyo MukodeHonar, KOMOWHMPOBaHHOMN

Tepanuio a3aTUomnpuH) Tepanuu

Y Y Y

KnuHuyeckoe 1 remoguHamMuyeckoe HabnogeHne

Puc. 3. AAroputm npoeeaeHus Tepanumu 60AbHbIX AAT-C3CT
NnocAe KaretTepmsaumum NpaBbix Kamep cepaua (35)

4TO yBEJIMYMBAET NMPOJOJIKUTEIbHOCTD 1 YiTy4lllaeT KaueCcTBO
KM3HN OOJIbHbIX, 1a€T BO3MOKHOCTb COKpPATUTb BpPEMS MX
npe0GbIBaHKsl B CTALOHAPE.

Anmuxkoazynsumel (BapgapuH nog kourponem MHO) npu
P3 B ominuvie ot UJIAT mpuMEHSIIOT TOJIBKO MPU TPOMOOTHYE-
CKMX OCJIOKHeHHUsIX. [Ipy pasBUTHM BEHOOKKIIIO3MOHHOI 60-
nesnn Ha poxHe CM3CT u CKB moryT 6biTb 3 PeKTUBHBI M-
MYHOCYIpeccHBHble npenaparbl [36, 37]. AHTHMKOAryssiHTbI
GONIbHBIM BEHOOKKIIIO3MOHHOI 00JIE3HbIO HEe MOKa3aHbl U3-3a
yBeJIM4eHKsl YaCTOTbl MHPAPKTOB JIErKOro, a NP1 Ha3HaYeHUH
Ba30[UJISTaTOPOB HepelKo BO3HMKAET OTek Jierkoro. Enuu-
CTBEHHBIM METOJIOM JIeYeHHs B ITUX CJIyuasix sIBJIsieTCs TpaHc-
TJIaHTALKS JIETKOTO MIJIM KOMIIJIEKCa CepaLie — JIETKUe, UTO MO-
KeT ObITb HEBBIMOJIIHMMO U3-3a TSIKECTH COCTOSIHMSI 60JILHOTO
[6, 38, 39]. OnHako He cnenyet paccmarpuBaTb CCJI Kak rpo-
THBOMNOKA3aHKe K TpaHCMIaHTauuy nerkux [38]. Pexomenny-
€TCs1 MCIO0JIb30BaTh MYJIbTUIAMCLMIUVIMHAPHBIN MOAX0H A0 U
10cjle XMPypruueckoro BMeLlarenbcTaa [38].

Puck BeHosHoro tpom6oam6onuama npu CCJI He oTimua-
eTcst OT MOMYJISIUMOHHOTO, HO SIBJISIETCS He3aBUCHMbIM Ipe-
IMKTOPOM BbIXMBaemocTu 6osbHbix CCJI. Hanmume JIAT, no-
pakeHue nepudepuueckux aprepuit, antuten Kk SCL-70 u
KapAMOJIMINHY SIBJISIOTCST paKTOpaMy pUCKa BEHO3HOro
TpoMO03MbONTM3Ma.

3aknioueHue

OcHnoBoit neuenust JII' sBnsercs ¢apmakorepanusi. Hu
OZIVH M3 COBPEMEHHbIX NpenapaToB reHHO-MHKeHepHoi Oa-
3MCHOI Tepanuu He foKasan cBoto 3¢p¢exTuBHOCTb npu JII' B
KOHTPOJIMPOBAHHBIX UCCJIEZIOBAHNUSIX, HO Pa3pabOTKK B 3THX
HanpasseHusix Beayrtcs. CreyeT OTMETHUTD, UTO MepBUUHOE
3abonesanue, Bbi3BaBLuee JIAI, Ha BBIOOp TaKTHKK Tepanuu He
BiusieT. Y naunentos ¢ JIAT-C3CT pekomeHzayeTcs TOT ke ai-
ropuTM JleueHus, Kak 'y 6ombHbix ¢ WUJIAT. 3xoKT' B cocros-
HWM MOKOSI pEKOMEHJIyeTCsl B KaueCTBe CKPUHMHIOBOrO MeTO-
na 'y 6eccumnToMHbIX 60sbHBIX CCJI, C MOCenyoLnM exe-
FOIHBIM CKPMHMHTOBBIM HCCJIefOBaHMEM, HCCIIeOBaHUEM
JCJI v ummyHonoruueckumu tectamu. Boimonnenue KITKC
peKoMeHyeTcsl BO BCeX CJlyuyasix MOJ03PeHMsl Ha Hajuuue
JIAT-C3CT. Tepanusi opasbHbIMM aHTUKOAryJSIHTAMU MOXET
006CyKAaTbCsl HA MHAMBUAYAJbHOM OCHOBE MPH MOLO3PEHNH
Ha Hanmuue Tpom6odummu. YV 6onbhbix CCJl Heobxonumo 06-
paiaThb ocoboe BHMMaHue Ha Hanmuue natosorun YKKI' (FIPB,
TaTOJIOrKs! KULIEUHUKA ), CEpPAEUHO-COCYAUCTO CUCTEMBI, 110-
yek, Jierkux, Koxku. Haubosnbiuas yacrora passurus JIAT u
CJIOXKHDI MPOrHO3 OCTAIOTCS IO HACTOSLIEro BpeMeHU ISl
6onbubix CCH, CM3CT ¢ Hanuuuem npusHakoB CCJI. Coe-
BpEeMeHHas! ¥ [0 BO3MOKHOCTH PaHHsIsl AMarHOCTMKA 3TOTrO TS~
JKeJIOoro MposiByieHust 3a00eBaHtsl, CBOEBPEMEHHOe Harpas-
JleHWe TaKMX MalKMeHTOB B 9KCMEPTHble LeHTpPbl U Jajiee Npo-
BeJleHre MMMYyHocynpeccrBHoit 1 JIAT-cneunguueckoii Tepa-
MUK MO3BOJISAT YJYUILNTb MPOTrHO3 TAKMX GOJIbHBIX.
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