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Pe3siome

Jlerounas runeprensusi (JIT) sBisieTcst OTHOCUTEIBLHO YaCThIM OCIOXHEHHEM capKouao3a. [1o pasHbIM JaHHBIM, pacripoctpaHeHHOCTb JIT pu
capkouno3e coctabisger 6—74 %. JII, accouuupoBaHHasi ¢ capkoumo3oMm (JITAC), kak NpaBuio, CBsI3aHa C JOBOJBHO TUIOXUM ITPOTHO30M.
Hecmotpst Ha To, uto JITAC yaiiie Bcero BCTpeyaeTcst y MalMeHTOB C TSDKEeJbIMU CTaAMSIMUA CAPKOMI03a, MHOT/IA OHA PA3BUBAETCSI IIPU OTCYTCTBUN
MopaXxeHusl JierouHoi mapeHxumbl. [latodusnonorust passutusi JITAC 10BOJBHO CIOXHA M BKIIOYAET HECKOJIBKO PA3IMUHBIX MEXaHU3MOB,
TaKMX KaK JIETOYHBII (UOPO3, TUITOKCUYECKasT BA3OKOHCTPUKIINS, TPaHyIEMAaTO3Hast O0IUTepaInst M / WK aHTUUT JISTOYHBIX COCYI0B, BHEIIHSISI
KOMITPECCHSI JIETOYHBIX COCYIIOB, JIerOYHasi BEHOOKKJIIO3MOHHAs 00JIe3Hb U MOopaxkeHue JIeBbIX OTAeI0B cepaua. Benenue nauueHTos ¢ JITAC
OCHOBAaHO Ha YCTPAaHEHUU TUIMOKCEMUU, JICUEHUU AaKTMBHOTO CapKOWA03a M COIMYTCTBYIOIIMX 3abojieBaHWil. MecTo CHUCTEMHBIX
rtokokopTukoctepounaoB B tepanuu JITAC octaercs mpotuBopeunBbiM. Crieliduueckasi Teparnusi JJIero4yHoi aprepraibHoi runepreHsuu (JIAT)
MOKa He peKOMeHIoBaHa Ui BeeX maimeHToB ¢ JITAC, XoTsl B psiie HeGOMBIINUX UCCASIOBAHNI Y HEKOTOPBIX OOJBHBIX TIPOAEMOHCTPUPOBAH
MOJIOXUTETbHBIN 3G GhEKT MPUMEHEHHUsST TIPOCTAHOUIOB, AHTATOHKMCTOB PELIENITOPOB SHIOTENMHA U MHTMOMTOPOB (ochoamuactepassi-5. s
noarsBepxaeHust poau JIAI-cnienmduyHON Tepanuu y orpenesieHHbIX rpyrnn 6ogbHbIX JITAC HeoO0XoauMO TpOBEJIEHUE HOBBIX, XOPOILIO
CIUTAHUPOBAHHBIX PAHIOMU3MPOBAHHBIX ITAlIe00-KOHTPOJIMPYEMbIX UCCIIEIOBAHUIA.
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Pulmonary hypertension in sarcoidosis

Sergey V. Avdeev
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Abstract

Pulmonary hypertension (PH) is a relatively common complication of sarcoidosis. In different studies, prevalence of PH in sarcoidosis varies from
6% to 74%. PH associated with sarcoidosis (PHAS) is typically associated with poor prognosis. Though PHAS is diagnosed more often in patients
with advanced sarcoidosis, it could occasionally occur without pulmonary parenchymal lesions. Pathophysiology of PHAS is quite complex and
includes several mechanisms including pulmonary fibrosis, hypoxic vasoconstriction, pulmonary vascular granulomatous obliteration and / or angi-
itis, extrinsic pulmonary vascular compression, pulmonary veno-occlusive disease, and left heart disease. Management of PHAS is based on treat-
ment of hypoxemia, active sarcoidosis and comorbidities. A role of systemic steroids in therapy of PHAS remains controversial. Pulmonary arterial
hypertension (PAH) specific therapy has not been yet recommended in PHAS, but prostanoids, endothelin receptor antagonists and phosphodi-
esterase-5 inhibitors were effective in some patients with PHAS in several small trials. Additional well-designed randomized placebo-controlled stud-
ies are needed to investigate a role of PAH-specific therapy in certain cohorts of patients with PHAS.
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Onpepnenetue 1 knaccudukauus

Jlerounas runeptensus (JII') onpenensieTcs: Kak MOBBI-
IIeHWe CpeIHEeTo IaBJICHUS B JIETOYHOW apTepuu
(CIJIA) = 25 MM pT. CT. B MIOKOE P HOPMAJIbHOM JaB-
JeHuu B jaeBoM mpeacepauu [1]. JII' moxeT ObITh ciien-
CTBUEM XPOHHUYECKUX PECHUPATOPHBIX U CEPACUHBIX
3a00JIeBaHNI1, BBI3BIBAIOIINX CUCTEMHYIO W / WA PEeTH-
OHApPHYIO TUTIOKCHIO, WU CJICACTBUEM HapyIICHUIl Jie-
TOYHON MMKPOLMPKYISIUUU (B TociaemHeM ciaydae JIT
Ha3bIBACTCH JIETOYHOMU apTepuabHOM TMIIEPTCH3UEH —
JIAT). Kpome 3nauenuii CJJIA, nis moaTBepXKIeHUs
nuarHosa JIAI' HeoGxoaMMo Haiuuue eule 2 reMoaruHa-
MHUYECKUX KPUTECPUEB: JaBICHNE 3aKIMHUBAHUS JICTOU-
Hoii aptepuu ([I3JIA) < 15 MM PT. CT. 1 JIETOYHOE COCY-

nuctoe conpotusieHue (JICC) = 3 equnun Byna (WU)
(tabm. 1) [1].

CoracHo coBpeMeHHoI kinaccudukanuu, JIT, acco-
nuupoBaHHas ¢ capkouao3oM (JITAC), oTHocuTes K 5-it
rpynme JII' (3a0osieBaHNST HESICHOW MHOTO(aKTOPHOM
STHOJIOTUHM, CM. TaOs. 1) M OOBIYHO paccMaTpUBAETCS
otaenbHo oT JII' mpu pecrimpaTOpHBIX 3a00J€BaHUSX,
TakMX Kak uHTepctTunanbHbie (M 3J1) umm o6cTpyKTHB-
Hble 3a0osieBaHusl Jierkux (3-g rpymmna) (ta6sa. 2) [1].
OCHOBOIT 1T TaKo# cTpaTU(UKAIUU SIBISIETCS OTHO-
CUTEJIbHO YacToe pa3Butue Tsekenoil JII'y 00J1bHBIX cap-
KOUI030M Jiaxke B OTCYTCTBUE BbIPa>KEHHBIX MapeHXUMa-
TO3HBIX U3MEHEHU JIETKUX; MPUYNHOM Takoi JIT MoxeT
OBITH TIPSIMOE BOBJICUCHUE B BOCITAJIUTEIBHBIN IIPOIIECC
JIETOYHBIX COCYIIOB.
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Tabauua 1
Iemoounamuueckue onpedeaenus a1e204Holl 2unepmen3u
Table 1
Hemodynamic detection of pulmonary hypertension
Onpepenexve XapaktepucTtuka KnuHnyeckue rpynnbi
Jr CANA > 25 mm pr. CT. Bce rpynnb
Mpekanunnspras JIr CONA > 25 mm pr. CT. 1 JNIAT
O3J1A < 15 mm pT. CT. 3 JII BcnepcTeue 3a60neBaHNiA IErKUX 1 / UAN TUMIOKCEMUN
4 XpoHuyeckas TpomboambGonuyeckas JIF
5 JIT HeM3BECTHOrO MNN CMELLIAHHOr0 reHes3a
MocTtkanunnapHas Jir CAJIA > 25 MM pr. CT. 2 JII BcnepcTBUE NATONOrMM NIEBLIX OTAENOB CEpALa
A3J1A > 15 mm pr. cT. 5 JII Hen3BeCTHOro MM CMELLIaHHOrO reHesa

WU3onuposaHHas noctkanunnspHas Jir

[Ouactonuyeckuin rpapgneHT < 7 MM pT. CT.

JICC <3WU

KomGuHMpoBaHHas nocTkanunnsipHas
1 npekanunnspHas Jir

[OuacTonuyeckuit rpagueHT > 7 MM pr. cT. + JICC > 3 WU

Mpumeyanme: NI - neroyHas runepteHaus; CLTA - cpeHee LaBNeHIe B NETOYHON apTepui; ANaCTONMYECKII rPRANEHT — ANACTONMYECKOE AaBNEHME B NeroyHoil aptepun (A3N1A);

JICC - neroyHoe cocyaucToe CONpOTUBIEHIE.

nuUAEeMUONOrns NerovHoi runepTeHanm
npyu capkongose

JIT sgBnIsIeTCS OTHOCUTEIHHO YaCThIM OCJIOXKHEHUEM cap-
konno3a. [To maHHBIM Pa3IUYHBIX UCCIICIOBAaHUI, pac-
npoctpaHeHHocTh JITAC cocraBiser ot 6 10 74 % [2—
12]. Takast BbIcOKasi BapuabeJbHOCTb IOKaszaTesei
pacrnipoctpaHeHHocTu JITAC cBsi3aHa ¢ pasinyHbIMU
IHATHOCTUIECKUMHK KputepusiMu JII, mcmonb30BaHHBI-
MU B YKa3aHHBIX paboTax, u ellle B OOIbIIei CTEMeHU —
C TeTePOreHHOCTBIO M3YYeHHBIX TTOMYJISIINIA TTallMeHTOB
C CapKOHUI030M.

ITo naunbeM J. M. Bourbonnais u L.Samavati, pactipo-
crpaHeHHocTh JII' cpeau OONBHBIX capKOUmIo30M (Ipe-
obnaganu abpoamepukaHiibl) B Herpoiite (CLIA) co-
craBisia 14 % (B kauectBe Kputepues JIIT BbIOpaHO
paccurMTaHHOE C TTOMOIIBIO 3XoKapanorpadum (3xoKI)
CHUCTOJIMYECKOE NaBjeHre B MpaBoM xkeaynouke (RVSP)
> 40 MM pt. c1.) [13]. 1o JaHHBIM MYJBETUBAPUAHTHOTO
PErpecCMOHHOTO aHaiM3a MOKa3aHO, YTO OCHOBHBIMU
mapamMeTpaMiu, acCOIMUPOBAaHHBIMU ¢ paszButuem JII,
SIBJISUIMCh CHMXKEHUE HACBIIICHUST apTepuabHOM Kpo-
BU KuciopogoM (SpQ,) mMpu TpOBeACHUM 6-MU-
HyTHOTO I1aroBoro tecta (6-MIIT) u cHuXeHue nud-
(Gy3MOHHOI CIIOCOOHOCTH JIETKUX IO OKWCH YIJIepoja
(DLco) [13]. B uccnenosanuu, NposeaeHHOM B IOHUK
¥ BKJTIOYABIIEM TAIIMEHTOB C capKoMmo3oM (n = 246),
JIT BeisiBnieHa y 6 % GombHbIX (JII' onpemensiiach Kak
RVSP > 40 mm prt. ct.) [5]. EXMHCTBEHHBIM He3aBHUCH-
MBIM TIpeAUKTOpOM pa3BuTus JII' IBISIOCH CHIDXKEHUE
ob6ureit emkoctu Jerkux (OEJI) [5]. JIT' BwisiBieHa He
TOJIBKO y Beex nauueHToB ¢ OEJI < 60 %, HO 1 y MHOTUX
0OIBHBIX ¢ HOpManbHbIMU 3HaueHusIMU OEJI, uTo mipen-
110JIaraeT PoJib IPYTUX MEXaHU3MOB, KpOME NTapeHX1UMa-
To3HOro ¢ubposa, B pazputuu JITAC [5]. B ucciaenona-
Huu [14] y 28 % manumeHToB ¢ CapKOUIO30M C TOYTH
HOPMAaJIbBHBIMU (DYHKITMOHAJIBHBIMU JIETOYHBIMU ITapa-
MeTpaMH (moKasaTeab (hOpCUPOBAHHOM XKU3HEHHOM eM-
koctu Jerkux (P2KEJ) > 70 %; oobeM hopcupoBaHHO-
ro Beioxa 3a 1-1o cekynmy (OD®B;) > 70 %; DLco > 60 %)
ormeueHa JII' (te xe kpurepum JII' — pacuetHoe RVSP
> 40 MM pT. ct.). [To mTaHHBIM MYJBTUBAPUAHTHOTO aHA-

nm3a, (pakTopoM-IpeaukTopoM Hammums JII' sBisiach
npoiigeHHas nucranuus 6-MIIT [14].

B uccnenosanusax [4, 6, 9, 10, 12, 15] npogemMoH-
crpupoBaHo, uto JITAC yaie Bcero BcTpedaeTcs y 00J1b-
HBIX CapKOMIO030M C (PHMOPO3HO-KMCTO3HBIMU M3MEHE-
Husgmu (IV cragmst). Ilo maHHBIM umcciaenoBaHust [16]
(n=1363), y 74 % nalueHTOB C CAPKOUI030M, BKIIFOUEH-
HBIX B JIMCT OXUIAHUA TpaHCIUTaHTauwu jierkux B CIITA
¢ 1995 mo 2002 r, ormeuena JII, ompemeiacHHasT Ha
ocHoBe Katerepusauuu JIA (CIJIA > 25 MM pT. CT.),
ay 36 % — tsexenas JII' (CIJIA > 40 mum prt. ct.). Hanbo-
Jiee BaxHbIM NpeaukTopoM Hanuuus JITAC okazanach
MOTPEOHOCTD B IMIPOBEICHUH JJINTEJIBHON KUCIOPOAOTE-
parmu [16]. B uccnenoBannu R.Sulica et al. pactipocTpa-
HeHHocTb JII' (pacueTHoe RVSP = 40 MM pT. cT.) cpeau
MalMeHTOoB ¢ capkoumo3oM (n = 106) coctaBuna 51 % [10].
TakuMm oOpazom, nokazaHo, yto JII' sBisieTcs 4yacTbiM
OCJIOXKHEHMEM TSDKEJIbIX CTanuil capkonaosa. [1pu cHu-
xennn nokasareneit ®XKEJI, OEJT, DLco (%0nx.), SPO:
U rpoiineHHoi quctanuuu 6-MILT noBblaeTcst BEpo-
ATHOCTh Hanuuus y rmanueHtoB JITAC. OgHako B psae
cllydaeB IpU capKoua03e Bo3MoxKHO pasputue JII' u npu
OoJlee paHHMX CTAAUSIX, HO TP 3TOM TpeOyeTcs Mcciie-
JIOBaHUE JIETOYHON TeMOIMHAMMNK.

Matodnaunonorus neroyHom runepTeH3un
npum capkonpose

IMaropusnonornst paszsutusg JITAC H0OBOJBHO ClIOXHA
M BKJIIOUAeT HECKOJbKO pa3IMYHbIX MeXxaHu3MoB. Co-
IacHO Kiaccudukauuu BceMupHOil opraHM3amuu
3npaBooxpaneHus (BO3), JITAC otHocuTcs K S-1 TpyIi-
ne JII, T. e. JII' HesscHO MHOro(akTOpHOI MPUPOHI,
YTO OTpaXkaeT BO3MOXKHOCTb <«IIE€PEKPECTa» pa3HbIX
rpyni JIT' y 6oabnbix JITAC [17, 18].

OcHoBHBIM MexaHu3MoM pa3Butus JITAC cuutaetcs
obiuTepamysl JIETOYHOTO COCYIMCTOTO pPycia BCIEI-
cTBUe (bubposa JyierouHoit mapeHxumbl [19]. OmgHako
Yy 3HAUUTENbHOI noau naiueHToB ¢ JITAC HabmonaroT-
Csl HOpMaJIbHBIE VIV MaJlOM3MEeHEeHHbIE (DYHKIIMOHAIb-
HBbIC TTOKa3aTed M peHTreHorpaduyeckas KapTuHa |5,
11]. B perpocniekTuBHOM ucciaenoBanuu H.Nunes et al.
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Tabauuya 2

Kaunuuecxas xaaccugpuxayus ae2ounoii cunepmensuu
(Dpanuus, Huyua, 2013) [1]

Table 2

Clinical classification of pulmonary hypertension
(Nice, 2013) [1]

1 JIAr

1.1 Wpuonatnyeckas

1.2 Hacnepyemas (mytauum BMPR2, apyrue)

1.3 WHpyuvpoBaHHas npuemMoM NeKapcTe 1 TOKCUHOB

1.4 AccouunpoBaHHas ¢ CUCTEMHbIMM 3200N1€BaHMAMU COEAVHUTENBHOM
TKaHu, BUM-undekuueii, noptanbHoi runepreH3neit, BpOXAEHHbIMU
nopokamu cepaLa (CUCTEMHO-JIErOYHbIE LIYHTbI), LUIUCTOCOMO30M

1" JIBOB / neroyHbiit KanuansipHbIii reMaHruomaros (cnopaguyeckas,
Hacnepyemas (mytauus EIF2AK4), npyumpoBaHHas npuemom
nekapcTB / TOKCMHOB, aCCOLMUPOBAHHAsA C CUCTEMHBIMM
3a00N1eBaHNSMU COEAMHUTENbHOW TKaHu, BUY-undekumeit)

2 JIl BcnepcTBMe NaTonorum neBbix OTAENOB CepaLa
2.1 Cuctonnyeckas auchyHkums

2.2 [lnactonuyeckas aucyHKuus

2.3 KnanaHHble nopoku

2.4 BpoxaeHHas / npuoGpeTeHHas 06CTpyKLyMS NpUHoOCSLLEro /
BbIHOCALLEro TpakTa JDK

2.5 BpoxaeHHbI MW NPUOOPETEHHbIN CTEHO3 NIEroYHbIX BEH
3 Il BcnepcTBue 3a6oneBaHuin NIErKUX U / UM TUMOKCEMUM
3.1 XpoHuyeckas 0GCTPYKTUBHas G0NE3Hb NErkuX

3.2 U3n

3.3 [ipyrue 3a60neBaHNs NErkUX CO CMELLAHHBIMU PECTPUKTUBHBIMM
1 0GCTPYKTUBHBIMU HApYLUEHUSMU

3.4 HapyweHus gbixaHus BO Bpemsi CHa

3.5 CuHApOM anbBeoNspHO FMMOBEHTUNSLMYA

3.6 BbicokoropHas JIf

3.7 AHomanuu pasBuTMS Nerkux

4  XpoHuyeckas Tpom60amGonmuyeckas JIr

4.1 XpoHuyeckas TpOMO03MOONMS B CUCTEMY NIErO4YHOMN apTepUn

4.2 [ipyrue oGCTPYKLMM JIErO4HOI apTepum (aHruocapkoma, apyrue
BHYTPUCOCYAMUCTbIE ONYX0JN, apTEPUNT, BPOXAEHHbIE aHOMANUH,
napasuTtapHbie 3abonesanus)

JIT HEeN3BECTHOrO MM CMELLAHHOTO reHe3a

5.1 Tematonoruyeckue 3aboneBaHus (XpoHuyeckas reMmonuTuyeckas
aHemus, MuenonponudepaTtneHble 3a001eBaHNS, CNIEHIKTOMUSA)

5.2 CucTeMHble HapyLeHus (CapKoMA03, IEroYHbIA TMCTUOLMTO3,
nuMoaHruoneiioMuomaros, HeiipopudpPoOMaros, BacKynTbI)

5.3 Mertabonuyeckue HapyLieHUs (ruKoreHosbl, GonesHb lowe,
BMCOYHKLMS LUTOBUAHON Xenesbl)

5.4 [Jpyrue (onyxonesas 06CTpyKums, GUOPO3UPYIOLLNIA MELUACTUHUT,
XPOHUYECKas NoYeyHasl HeLOCTaTOYHOCTb, cermeHTapHas Jir)

Mpumeyatue: JIT - neroyHas runeptenaws; JIBOB - neroyHas BEHOOKK/I031OHHAs 60ne3Hb;
BIY - Bupyc ummyHoneduLmTa yenoseka; JIX - nesbiit xenynouek; U3/ - nhtepcTuumans-
Hble 3a001eBaHNS NIErKIX.

YCTAaHOBJICHO OTCYTCTBUE PEHTTEHOJIOITMYECKUX IIPU3HA-
KOB JieroyHoro ¢uodposa y 32 % 601bHBIX CApKOUI030M
Ha Bpems auarHoctuku JITAC (CIJIA > 25 MM prT. CT.
IpU KaTeTepu3alluKi IIpaBBIX OTHEa0B cepaua) [11].
B uccnenoBanuu [10] y 11 % 6GonbHbix JITAC peHTre-
HOJIOTUYECKMX TMPU3HAKOB IOPaKeHMs JIETOYHOM Tia-
PEHXMMBI TakKe He BBISIBJICHO. TaknuMm 00pa3oM, He BCe
ciydan JITAC MOXHO OOBSICHUTH OOJIUTEpALINEii COCY-
JIICTOTO PycJia BCJISACTBUE JIETOYHOro (hrbdpo3a.

OpnHoit u3 npuuuH passutus JITAC aBisgeTcs rpaHy-
JIEMaTO3HOE TTOPaXKeHME JIETOYHBIX COCYIOB, YTO MOXET
MPUBECTU K aHTUUTY U IPAaHyJIEMAaTO3HOM O0JIUTEpallin
cocynucrtoro pycia (puc. 1) [20—24]. 1o maHHBIM uC-

cnenoBanust T.Takemura et al. pesynsratoB 40 ciaydyaeB
ayTOIICUU, TPaHYJIEeMaTO3HOE TIopaXkeH!e JIETOYHBIX CO-
CyIlOB OOHAapyXeHO TpaKTUYEeCKU BO BCEX CIIydasix
JITAC, 1ipu 5TOM JOBOJIBHO YaCTO BCTpevaiach rpaHysie-
MaTo3Hasl OKKJIto3us apTepuos u BeHyn [21]. CreneHb
BBIPAXKEHHOCTH T'PaHYJIEMAaTO3HOTO BOCIIAJICHUS JIeTOY-
HBIX COCYIOB JOCTaTOYHO XOPOIIO KOppeInpoBasia
C TSDKECThIO IMOPAXKEHUSI JIETOYHOM ITapeHXUMbI, KPOMeE
TOrO, Yallle 0TMEYaJ0Ch IMOPaXXEHNE BEHO3HBIX U JIUM-
daruveckux cocynon [21]. B uccnenpoBanuu [20], ocHo-
BaHHOM Ha 174 ciydasix TpaHCOPOHXUATLHBIX OMOTICHIA
JIETKUX, TpaHyJeMaTO3HbII aHTMUT OOHapyXkeH y 72
(41 %) GonbHbBIX; HanbOobINKMEe U3MeHeHUsT (89 %) BbI-
SIBJICHBI B JISTOYHBIX BEeHaX W BeHyJ1aX. B ucciaemoBanum
Y. Rosen et al., mpoBeIeHHOM Ha OCHOBE aHAIN3a JTaHHBIX
128 OTKPBITBIX OMOTICHI JIETKUX Y TTALIMEHTOB C CapKOU-
JI030M, TpaHyJIeMaTO3HbI aHTUUT BhIsIBIEH B 88 (69 %)
ciydasix, B 92 % 13 KOTOPBIX TpaHyJIeMaTo3HOe BoCcTiaie-
HHe TIpeo0Iamaio B ISTOYHBIX BEHO3HBIX cocymax [22].
Hunst JIT, accouumupoBaHHOM C pecnUpaTOPHBIMU 3a-
OoneBaHusIMU, Beayuleil mpuuuHoit JII' aBnsieTcst ru-
MOKCUYeCKasi BAa30KOHCTPHMKIIMSI, OJHAKO 3HauyeHUE
aToro Mexanmsma B ciryuae JITAC, mo Bceil BUIUMOCTH,
He TakK 3HauuMoO. R.Sulica et al. pa3nuunii 110 3HAYEHUSIM
SpO, uau NOTPeOHOCTU B MPOBEACHUU KUCIOPOAOTEpa-
MUY MeXAy nauueHTaMu ¢ capkouao3oM ¢ JII' (n = 31)
u 6e3 JII' (n=26) [10] He o6HapyxeHO. C Ipyroii cropo-
HBI, B uccnenoBanuu A.F.Shorr et al. [25] y maniueHTOB
¢ capkoumo3oM (n = 363), BKIIOYCHHBIX B JIMCT OXKHU-
NaHWST TPAHCIUTAHTAIIMU JIETKUX, IIOTPEOHOCTD B TIPOBE-

IEHUW KHCIOPOAOTEPAIlINU SIBISIIACh CIMHCTBEHHBIM
daxkropoMm-nipeukTopoM pa3putus JITAC B MyssTUBa-

A e O T U e W I 1l g
Puc. 1. IpaHyieMaTo3HOE BOCIaJI€HKE JIETOYHOM apTepru TIPU CapKo-
uno3se. [1peacTaBiIeHbl CAUBAIOIINECS CAPKOUIHBIE TPAHYIEMbI BOJIM-
31 QJIBEHTUIIMU MUHTPAJIOOYJISIPHON apTepuu, YTO MPUBOAUT K CyXe-
HMIO ee rmpocBeTa. OKpacka reMaTOKCUIMHOM 1 9031MHOM

Figure 1. Granulomatous inflammation in pulmonary arteries in sar-
coidosis. Confluent sarcoid granulomas are adjacent to intralobular
artery adventitium and cause narrowing the artery lumen. Hematoxylin
and eosin staining

e AT
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OpHoit u3 npuuyuH pasputust JITAC Moxer ObITh
BHEIIHSIS KoMmripeccusi JIA U BeH yBeJIMYEHHbIMU, (HUO-
pO3UPOBAHHBIMU JUMbaTUYecKuMu y3namu [11, 21,
26]. OgHako 3HAYEeHUE ITOr0 MEXaHM3Ma B IIaTOreHe3e
JITAC oueHb HeBenuko. Hanpumep, B MccinenoBaHuu [5]
(n=122) y 60J1bHBIX CAPKOUJI030M HE BBISIBJIEHO pa3/in-
YUl TI0 M3MEHEHUIO MEIUAaCTUHAIBHBIX M BOPOTHBIX
JuMpaTdecKnX y3ia0B y manueHToB ¢ JII' n 6e3 Tako-
BOM.

Kak u npu MHorux npyrux dopmax JII, 3Haunmyto
poab B natoreHese JITAC urpaet aHaoTeaIuaabHass AUC-
(YHKIINS, 9TO B KTMHUIECKUX UCCIICTOBAHMUSIX TIOATBEPXK-
JaeTcsl CHUXKEHMEM TMponykuuu okcujaa aszota (NO)
U MOBBIIIEHWEM TpoayKuuu sHaoteauHa (BT)-1. NO
CUHTE3UPYeTCs B QHIOTENATbHBIX KJIeTKaX U SIBJISIETCS
MOIIHBIM Ba3omuJIaTUPYIOIUM (dakTopoMm [27—29].
OT-1 Takke MpoayLUpPYETCS SHAOTEIUATbHBIMU KIIET-
KaMU U SIBJISIETCST MOIIIHBIM Ba30KOHCTPUKTOPOM, MUTO-
TeHHBIM (AaKTOPOM IS TJIAIKOMBIIIIEYHBIX KJIETOK CO-
CylIOB M MpoBOCHaNUTENbHBIM TtentuaoM [30]. BT-1
cBa3bIBaeTcs ¢ penentopamu DT-A u DT-B, npuBoasa
K Ba30KOHCTPUKIIUU, TTPOIYKIIUN IIUTOKMHOB 1 (haKTO-
POB pocTa U UHAYKIMU BocnianeHus [31]. B Heckompkux
ncciaegoBanusax y mamueHToB ¢ JITAC mokaszaHo TI0-
BhlllIeHHEe ypoBHel DT-1 B moue [29, 32], 6poHx0ab-
BeosisipHOM JaBaxe [33, 34] u miaa3Me Mo CpaBHEHUIO
C MaureHTaMu Tpymnn KOHTpoJs [35]. B Hebombmx uc-
crnepoBanusax pu JITAC mipogeMOHCTpUPOBAH MTOT0XKM -
TeJbHbBIN 3 dekT G1okatopos peuentopos DT [36—38].

IIpu capkoumose Takxke omucaHa TOBOJBHO Pel-
kas ¢opma JIT' — JIBOD [11, 39—41]. OcHoBHOI1 Mopdo-
normyeckoit ueproit IBOD sBnsieTcs BeIpaskeHHOE CyxKe-
HUE WIN OKKIIIO3Ms JIETOYHBIX BeH (hMOpPO3HOI TKAHBIO
[42]. Pexananuzanusi OKKJIIO3MPOBAHHBIX COCYIOB CO-
MPOBOXAAaeTCs Mpoaudepalieii THTUMbI U YTOJIIIEHU-
€M CTEHKU JIETOUYHBIX COCY/IOB, OCOOCHHO JIETOYHBIX Be-
HYJ U MaJIbIX BEH B MEXIO0JBbKOBBIX Meperopoakax [42].
B maronornyeckuii mpouecc 4acTo BOBJIEKAIOTCS allb-
BEOJISIPHBIC KaTWIISIPBI, KOTOPBIE (hDOPMUPYIOT TUIOTHBIE
W3BUTHIC CIUIETEHHS, YTO COOTBETCTBYET MOPQOIOTH-
YECKON KapTHUHE JIETOYHOrO KaIWIISPHOTO reMaHTHO-
Martosa [43]. B JIA yacto HaOmomaeTcs runepTpodus
MeIUN M IKCIEHTPUYECKUil (hrdpo3 MHTUMBI, OTHAKO
B otsinuue oT JIAT, murekcmudopMHbIe M3MEHEHMST O0bIU-
HO oTcyTcTBYIOT [43]. B uccnemoBanuu [11] nmpusHaku
JIBODB BbIsiBJIeHBI BO BCeX ciydyasix y maiueHToB ¢ JITAC,
KOTOPBIM ObLTa MPOBeeHAa TPAHCITJIAHTALUS JIETKUX.

Eme omgHMM HEpemKWM OCIOXHEHHMEM CapKOMI03a
SBJISIETCS TpaHyJieMaTOo3HOe BocIajeHue u (Gpuodpos
MMOKapJa, 4YTO MPUBOIUT K HAPYIIEHUIO TPOBOAUMOC-
TH, KAPJAUOMHUOIIATAN U PA3BUTHUIO 3aCTOMHOI CepAeyHOM
HemoCcTaTOYHOCTH. [paHyneMaTo3HOe MOopaXkKeHNe MUO-
Kapia yaille BCero MpUCYTCTBYET B Oa3aJibHBIX OTIEIax
MEXCKETYIOYKOBOI Teperoponku U creHke JIZK [44].
IMopaxeHue cepaiia mpu capKoua03e BCTpEYaeTcsl He3a-
BUCUMO OT TIOPAKEHUSI IPYTUX CUCTEM U OPTaHOB, a TsI-
JKeCTh JIETOYHOTIO IIpoliecca He SIBJSETCS MPEAUKTOPOM
BOBJIeUeHUsI B Tpouecc muokapiaa [45]. [lo maHHBIM
AyTOTICUIHBIX UCCJIEIOBAHUI, CApKOUIHOE MOPAKEHUE
MHOKapa Bctpevaetcst B 25 % Bcex cilyyaeB capKOUI0-
3a [46, 47].

[unarHocTiKa NeroyHoi runepTeH3nn npu capKkoupose

Pa3Butue JITAC OOBIYHO acCCOLMUPOBAHO C BBIPaXEH-
HOW IIePCUCTUPYIOLIEN ONBIIIKONW, CHMXXECHHOM IIepe-
HOCHMOCTBIO (DU3MUYECKUX HATrPy30K U TOSBICHUEM
TUTIOKCEMUU B YCJIOBUSIX TTOKOS, T. €. KITMHUYECKUE MPO-
SBJIEHUST U 00BbeKTUBHBIE CUMITTOMBI JITAC 00bIYHO T10-
SIBJITIOTCA Ha TIO3MHUX CTAagusIX CapKoWmo3a M JacTo
MAaCKUPYIOTCS IPOSIBJICHUSIMU OCHOBHOTO 3a00J1eBaHUSI.
Tak, B ucciaenoBanum R.Sulica et al. pa3nuyuii mo BbIpa-
SKEHHOCTU WJIM OCOOEHHOCTE TaKMX CHUMIITOMOB, KakK
ONIBIIIIKA, Kalllesib, cepalieOreHrne u 0oau B TPYIHOU
KJeTKe Yy OoabHBIX capkougo3om ¢ JII' m 6e3 Tako-
Boii [10] He BrIsIBIeHO. KpoMe Toro, mpu3Haku MpaBo-
KEJTyTOYKOBOW HENOCTATOYHOCTH, TaKuWe KaK PUTM
rajorna S3 wim S4, MOBBIIIEHWE BEHO3HOTO TaBJICHUS
¥ HaOyxaHMe IOTYJISIPHBIX BEH, OTEKM HMKHUX KOHEU-
HOCTEU, MOSBISIOTCS Ha TMO3MHUX CTaauSIX Pa3BUTUS
JITAC 1 He MOTYT CITy>KATh YyBCTBUTEJIbHBIMU MapKepa-
mu i panHeit puarnoctuku JITAC [10]. Kak yxe 00-
CYyXIaJoCh paHee, (PYHKIIMOHAJIbHBIC JIETOYHbIC IMapa-
MeTphl, Takue Kak cHuxkeHue mokaszarteneit MXKEJ,
OEJI, DLco, yMeHblIeHUE qucTaHumu U SpO, 1pu npo-
BeneHun 6- MU T, MOTyT OBITH ITOJIE3HBIMU, HO HE OYEHB
HagexXHbIMU npeaukTopamu JITAC.

Karerepuzanus npasbeix otaenoB cepaua (KITOC)
0OCTaeTCs «30JI0TBIM CTaHIAPTOM» IIpH ArarHocTuke JIT
(mmmomatmueckoii u JII' mpyrux rpymi), T. K. odecredn-
BaeT HauOoJiee HalIeXXHOE M3MEepeHUe MapaMeTpoB Jie-
TOYHOM reMoAMHAMUKU U (yHKIMU MUoKapaa [48]. On-
Hako KITOC gBnsieTcsl MHBa3UBHBIM M OTHOCUTEIBHO
JOPOTOCTOSIIIIAM METOIOM, YTO 3aTPYIHSIET €ro PyTUH-
HOE MCITOJIb30BaHKE B KIIMHUYECKOM MpakTuke [49].

TpancropakanbHas 3OxoKI' sBiseTcs mmpokKoao-
CTYITHBIM HEMHBA3UBHBIM METOJIOM JIJISI pacyeTa CUCTO-
JIMYECKOTO MaBJIeHUS B IIpaBoM keaymouke (RVSP),
KOTOpOE MPU OTCYTCTBMU OOCTPYKILMHU BBIHOCSIIIETO
TpakTa JIETOYHOTO CTBOJIA SKBUBAJIEHTHO CUCTOJIMYEC-
koMy nasieHuto B JIA (PAPs). RVSP MmoxHo paccuurtath
TOJBKO TIPY HAIMYUU CHUCTOJIMYCCKOTO IOTOKA TPH-
KyCIUIadbHOI peryprutauuu. Jlaxke onbITHBIE CIiela-
JIUCTBI MOTYT OMNPEIETUTh TPUKYCITUAAIBHYIO PErypru-
tauuio ToJdbko B 70—80 % caywaeB. OTCyTCTBHE
TPUKYCTUAAIBHON PETYPIUTALAU, TOCTATOYHOM IS U3-
MEpEeHUsI, He MCKIouYaeT Hanaumuyue BbIpaxkeHHou JII.
RVSP, oueneHHoe ¢ nomolibio OxoKI, xopoio koppe-
JupyeT ¢ cucrtoiuuyeckuM PAPs, mM3MepeHHbIM Ipu
KITOC, 1 nMeeT BBICOKYIO YYBCTBUTCIIBHOCTD JUIST TAAT -
Hoctuku JIT (> 85 %).

OnHako y MalMeHTOB C PeCUpaTOpHbIMU 3abo0Je-
BaHusMU, B T. 4. M3JI, OxoKI umeer psng orpaHude-
Huii [50—53]. B uccnenoBanum S.M.Arcasoy et al. onieH-
ka PAPs Oblla Bo3MOXHa JulIb y 54 % mnauneHTOB
¢ U3J1 (n = 106), BKJIIOYEHHBIX B JIUCT OXMUIAHUS TPaH-
crutantauuu Jierkux [50]. UyBCTBUTETBHOCTD, CHEUU-
¢uaHocTh, mo3utwBHas (IIITL) m orpuaTeabHas
(OINL) mpenckazarenbHas ueHHOCTL DXoKI™ mmst nuar-
Hoctuku JIT' (onpenensiemast Kak PAPs > 45 MM pT. cT. 110
naHHbM KITOC) ObUIM OTHOCUTETBHO HEBBICOKM — 85,
17, 60 u 44 % cootrBercTBeHHO [50]. Kpome Toro, mpu
n3MeHeHuax 12K, BwIsiBIeHHBIX ¢ momolbio DxoKI
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(munaTauus, runepTpodus U CUCTONMYECKas AUCHYHK-
uus I12K), 4yBCTBUTENBHOCTD, crieliuduyHocTb, TTITL]
n OINL yra nnarnoctrky JIT cocrasunm 76, 53, 57 n 74 %
cootBeTcTBeHHO [50]. B mccnenoBanuu [51] y mamueH-
TOB C MAMOITaTHYECKUM JIETOYHBIM (hrubpo3om (n = 61)
OlleHKa cuctoiandyeckoro aasiaeHust B [12K ¢ momoiibio
DxoKI' okaszamach BO3MOXHOM Tonbko B 33 (54 %)
clydasix, a YyBCTBUTEJIbHOCTD, crienuduyHocThb, TTITL
n OINL nmpu BxoKI mng muarHoctuku JII' (koTopas
omnpenensiack kKak PAPs > 40 MM pT. CT. MO JaHHBIM
KITOC) cocraBunu 76, 38, 56 1 60 % COOTBETCTBEHHO.
Takum ob6paszom, mipu M3JI, B T. 4. capkoumgose, Ipu
npoBeneHnn DxoKI MOXHO KakK HEZOOLEHUTb, TakK
U MepeoleHUTh peajibHble 3HaueHuss PAPS, onHako s
noarBepxaeHust JITAC naHHbII MeTON He JOJIKEH MC-
IMOJIb30BaThCSl KaK EIMHCTBCHHBIN. TeM He MeHee
TpaHcTopakaibHass OXxoKI' coxpaHseT cBoe 3HaueHUE
Kak MeTol ckpuHUHra JII' ¥ CcyliecTBEHHO OOIOJHSET
naHHble, monydeHHble pu KITOC, T. K. mO3BOJISET TOo-
JIYIUTh MHOOPMAIIIO O CTPYKTYPE U (DYHKIIMU TIPaBBIX
U JIEBBIX OTIEJIOB Ceplia.

OnpeneneHHOE 3HAUEHUE B BUIE KAUECTBEHHBIX Me-
tonoB auarHoctuku JIT mpu U3JI u capkoupose uMeroT
METOIBl UMUK-IUarHoctTuku [14, 54]. PenrtreHorpa-
dus u kommbiotepHasa Tomorpadus (KT) rpymHoi
KJIETKU MO3BOJISIIOT BU3YaJIM3UPOBATh YBEJIUUECHUE qUa-
MeTpa cTBojia u BeTBeii JIA, mpaBoro nipencepaus (I11T)
u mipaBoro xemynouka (ITXK) (puc. 2). OgHako B psime
cllydyaeB HeOoJblIoe paciuupeHue JIA BcTpeuaercs y na-
LIMEeHTOB capkougo3oM u 6e3 JII. B wucciegoBaHum
N.Maimon et al. npu ucnionp3oBannu KT BeicOKOr0 pas-
pemenns (BP) mocToBepHBIX pasnmuuuii Mo pasmepam
JIA umm TI2K mexny mauupeHtamu capkougo3om c¢ JII
(n=36) n 6e3 JIT' (n = 91) [14] He BBIIBICeHO. OMHAKO
BEpOSITHOCTb Hammuus Tskenoil JII' oBoJIBHO BBHICOKA,
eClI Ha YpoBHE OM(ypKalluy Tpaxen AMaMETp CTBOJIA
JIA mipeBbIlIaeT AUaMETP BOCXOISIIEH aopThI [55].

HecMoTpst Ha TO, 4TO Yy OOJILIIMHCTBA OOJBHBIX
JITAC umeroTcsd BbIpaXeHHbIe (HDUOPO3HO-KUCTO3HBIC
usmeHnenust jgerkux (IV cragus) [5, 10] (puc. 3), nme-
CTPYKLIMS JIETOUHOI MapeHXMMBbI HE SIBSIETCS 00s3a-

Puc. 2. KommbioTepHasi ToMorpaMMa B peXUMe BBICOKOTO paspelie-
HMSI MallMeHTa C JIETOYHOU TMIIepTeH3Mel, aCCOIMMPOBAHHOM C cap-
KOUIO30M (MEIMAaCTUHAILHOE OKHO): YBeIWYEHHE THaMeTpa CTBOJA
Y BETBEI JIETOYHOI apTepuun

Figure 2. High-resolution computed tomography of a patient with pul-
monary hypertension associated with sarcoidosis (mediastinal window):
enlarged diameters of the pulmonary artery and its branches

Puc. 3. KommnbloTepHas ToMorpaMmma B peXXMMe BbICOKOTO pa3pelie-
HUS TIAITUEHTA C JIETOYHO TUTIEPTeH3Uel, aCCOIIMMPOBAHHON € cap-
KOUI030M («JIErOYHOE OKHO»): BbIpaXKeHHbIe (PMOPO3HBIE U3MEHEHUSI
1 necbopMariust JIeTOTHOM MapeHXUMBbI, KUCTO3HBIE U3MEHEHUST

Figure 3. High-resolution computed tomography of a patient with pul-
monary hypertension associated with sarcoidosis (lung window):
extended fibrosis, deformation of the pulmonary parenchyma, and cys-
tic lesions

TeJIbHBIM ycinoBueM st pa3sutus JITAC u He koppenu-
pyeT ¢ Tsekecthio JIT [10, 16, 56]. B peTpocnieKTUBHOM
uccaenoBanuu [11] (n = 22) y 32 % nanuenTos ¢ JITAC
(CHJIA > 25 MM pt. ct. o naHHbIM KITOC) Ha MoMeHT
nuarHoctuku JII' mpusHakoB jerouHoro ¢uoposa He
BBISIBJIEHO. B mpocnekTuBHOM uccienoBaHuu [5] y ma-
LIMEHTOB C capKoumo3oM (n = 246) pasnuuuii 1Mo Ta-
kM KT-mpu3HakaMm, Kak yBeJIMU4eHUE TUMMaTUICCKIX
y3JI0B, YTOJIIEHNE OPOHXOBACKYJISIPHBIX ITy4YKOB U CHU-
KEHUE TUTOTHOCTM TIApeHXWMBI JIETKUX MeXIy OOJb-
HeiMu ¢ JIT' (ompenensiemyto mo maHHbiM DxoKI' kak
RVSP > 40 MM pT. cT.) 1 6e3 TaKOBOI HE BBHISIBICHO.
Kpowme Toro, nmpu KT aerkux MoxXHO MOJIYYUTh TaKylo
BaXXHYIO NTOTOJIHUTEIbHYIO MH(pOpPMAIMIO, KaK IIEeHT-
payibHas KOMITPECCUST UJIM OOCTPYKITUS JIESTOUHBIX COCY-
JIOB YBEIMYCHHBIMU MEIUMACTUHAIBHBIMU JTUMMaTHIeC-
KUMU y3JaMU Wid ¢(huOpo3oM, a Takke M3MEHEHWUS,
roBopsiiye B noabdy JIBODB (cenTanbHble IMHUU, TIAT-

Puc. 4. KomnbloTepHas ToMorpaMma B peXXMMe BbICOKOTO paspelie-
HUS TIAIIMEHTA C JIETOYHO TUTIepTeH3Mel, aCCOIIMMPOBAHHON € cap-
KOMJI030M: KapTUHA, XapaKTepHasl U151 IErOYHOM BEHOOKKJIIO3MOHHOM
00JIe3HN — YTOJIIIEHHbIE MEXIOIbKOBBIE MEPEropoaKd, MO3aUIHOE
YIUIOTHCHUE

Figure 4. High-resolution computed tomography of a patient with pul-
monary hypertension associated with sarcoidosis: signs typical for pul-
monary veno-occlusive disease are thickened interlobular septae and
mosaic attenuation pattern
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TepH MO3aMYHOTO YIUIOTHEHMSI, TUIEBPAJIbHBINA BBIMOT)
(puc. 4) [2].

OngHuM 13 Haubosiee LIeHHbIX OroMapKepoB Tipu JIT'
SIBJIICTCSI MO3TOBOM HATpUIypeTUUIeCKUi TieniTun (brain
natriuretic peptide — BNP) unu ero npeaiiecTBeHHUK —
NTproBNP. BNP u NTproBNP B ocHOBHOM cekpeTu-
pyIOTCSd B XeJyIOoyKax Ccepala M WX KOHIUEHTpalus
B KpOBU MOBBIIIAETCS U npu pacTskeHuun JIK u T1XK,
u npu passutum JII. B mpocrnekTMBHOM HcciemoBa-
Huu T.Handa et al., BKIoYaBllIeM MalMeHTOB ¢ CapKo-
nno3oM (n = 150), uzyueno sHauenre NTproBNP miaz-
Mbl i oneHkm JII' m muchynkumm muokapma [57].
JIT, onpenensiemasa kak CJIA > 35 MM pT. CT. TIO AaH-
HbiM OxoKI, BbisiBieHa B 21 ciyyae, a mia3MeHHbIe
ypoBHU NTproBNP y 511X 60JbHBIX ObLIU 3HAYUTEbHO
BBIILIE TI0 CpaBHEHUIO ¢ mauueHTamu 0e3 JII, mpuuem
Nnpu AUCHYHKIIMKM MHOKapAa KOHIICHTpalMU JaHHOTO
ouomapkepa ObLIM elle Bbille. YyBCTBUTEIbHOCTh
u crietduaHocts NTproBNP nipu nuarnoctuke JITAC
coctaBuin 75,0 u 60,9 % COOTBETCTBEHHO, a ONTUMAJIb-
HBIIi TOPOTOBBI YpOBEHb OMOMapKepa Mpyu JUarHOCTH -
ke JIT mo marHbeM ROC-anammza — 103 e / mut [57].

MporHo3 npu NeroYyHoii runepTeH3nmn y nauueHToB
C CapKoUA030M

ITporHo3 y malmeHToB ¢ CapKOUI030M OOBIYHO OJaro-
MIPUSTHBIN, aTpUOYTUBHAS JICTAIBHOCTD HE TIPEBHIIIACT
4 % |58, 59]. Y MHOrMX OOJIbHBIX HA MOMEHT JMArHOCTH -
KW CapKoOMI03a CUMIITOMBI OTCYTCTBYIOT, KpOME TOTO,
TIPY CApKOUI03€ TOCTATOUHO YACTO HACTYTAET CIIOHTAH -
Has pemuccus (50—60 %) [50, 59]. ITpubausuTenbHO
B 25 % ciy4aes passusatorcs M3J1, B 10 % ciaydaeB 3a-
0oJieBaHME TTPOTPECCUPYET BILIOTHh IO Pa3BUTHSI JIbIXa-
TeJIbHOM HeIOoCTaTOUHOCTH [60—64].

IIpu pazsutnu JITAC nmporHo3 GOIbHBIX CAapKOUIO-
30M 3HAUMUTEJIbHO OTSTOIIAETCS, MPU 3TOM BJUSHUE
JITAC Ha JeTalbHOCTh HE 3aBUCUT OT BBIPAXKEHHOCTU
¢GyHKIMOHAIbHBIX u3MeHeHuii [2, 11, 12]. B perpo-
CIIEKTUBHOM HCCJIeIOBaHUM (paHIy3CKMUX aBTOPOB
BbXKMBaeMocTh MainueHToB ¢ JITAC (omnpenensemMasi mo
naHHbIM KITOC kak CIJIA > 25 MM pT. CT.) B TeueHue 1,
2 u 5 ner cocraBuia 84, 74 u 59 % coorBeTcTBEHHO. B TO
K€ BpeMsl y MMallieHTOB TPYIIIbl KOHTPoJs (6e3 JIT') BeI-
JKMBAeMOCTb B Te Xe cpoku coctasuiaa 100, 96 u 96 %
cootBeTcTBeHHO (p = 0,003) [25]. B npyrom perpocnek-
TUBHOM WCCJIEJIOBAHUU Yy TIALIMEHTOB C CapKOWI030M
(n = 404), BKITIOYEHHBIX B JIUCT OXUIAHUS TPaHCIUIAH-
tauum Jgerkux B CIIA ¢ 1995 mo 2000 r., 1eTaabHOCTh
B Iepyof oxxuganus cocrasuia 27 % [25]. B MmyabruBa-
PUAHTHOM aHajin3e BBISIBIEHO 3 (hakTopa-TpeanKropa
IJI0XOTO TMporHo3a — Hajauuue JII, morpedHOCTh B KUC-
JIOpOAOTepanuu U TPUHAMIEXKHOCTh K HETPOMIHOM
pace. Y ymepmiux nauueHtoB CJJIA cocraBasio
41,4 MM ptT. cT. y BbRKMBHIUX — 31,7 MM pT. CT.
(p <0,001) [25]. C yuyeTOM 3HAUUTEIHFHOTO HETAaTUBHO-
ro BaustHuss JII' Ha TIPOTHO3 OOJBHBIX CAPKOUIO30M
JITAC HeobxonuMo paccMaTpuBaTh B KaueCTBE OJHOTO
W3 TIapaMeTPOB, OTPENEISIONINX ObICTPOE BKIIOUEHME
MAIlMEHTOB B JIUCT OXWIOAHUs TpaHCIUIAHTALIMU JIET-
Kux [25].

Tepanus Nero4yHoi rMNepTeH3um y NaLumMeHToB
C CapKonz03om

BBumy orpaHMYeHHOrO 4YHMCIa MCCICIOBaHUIA, ITOCBSI-
IIEHHBIX M3ydyeHuto a¢pdektuBHocTH Tepanuu JITAC
(B OCHOBHOM OITMCaHUE KJIMHUYECKUX CIIydaeB, UCCIIe-
JIOBaHUS CITy4all—KOHTPOJIb U HEOOJbIIEe HEPAHIOMMU-
3MpOBaHHBIC MCCJICIOBAHMS), COBPEMEHHBIE PEKOMEH-
nauuu o tepanuu JITAC 1octaTtouHO MpOTUBOPEUYUBHI.
TeopeTnyeckr TTPOTUBOBOCITAIUTEIBHBIE I MMMYHOCY-
TPECCUBHBIC TIPETIapaThl JOJIKHBI IIPUBOJUTH K YMEHb-
meHuio BeipakeHHocTH JITAC BcetencTBre UX BIMSHUS
Ha IpolLecC aKTUBHOTO I'PaHyJIeMaTO3HOTO BOCHATICHUS
B JIETOYHBIX cOCyax. B oTKpbITOM HEpaHIOMU3UPOBAH-
HoM wuccienoBanuu J.Gluskowski et al., TpoBeneHHOM
B TeueHue 12 mec. y maimeHToB (n = 24) ¢ capkoumo3oM
II u I1I craguu, oueHeHa 3(PHEKTUBHOCTD TEPATTUU TITIO-
kokoptukoctepounamu (I'KC) [65]. Ha MoMeHT Hauata
uccnenosanust JII' B ycioBUsiX TTIOKOSI TMarHOCTUPOBAaHA
y 3 OOJIBHBIX, BO BpeMs (pU3NIeCKOM HAarpy3Ku (IIpy 1uc-
noab3oBaHuu KITOC) — y 18. K KoHIly Tepanuu peHT-
TeHOJIOTUYECKME U JIETOYHbIE (DYHKIIMOHATbHBIC MOKa-
3aTeN YIydiich y 92 % MalueHToB, B TO BpeMsT Kak
napameTpbl remogvHaMuku — B 50 % ciyyaeB [65].
B peTtpocrniekTuBHOM uccinenoBanuu [11] mpu Tepanuu
BBICOKMMU J103aMHu npeaHu3ojoHa (0,5—1,0 mr / xr)
B TeueHue 3—6 mec. y 10 mammentos ¢ JITAC (ctagus 0
(n=1); cramus Il (n = 4); ctamus IV (n = 5)) mapamer-
pbl TeMOAMHAMUKY Y auueHToB ¢ IV cragueii He yiyd-
IIWJIKCh;, B TO Xe BpeMs YJIydlleHHe HaOJIoaanoch
y 3 GONBHBIX C MEHEE BhIPaKEHHBIMU M3MEeHEeHUsIMU. Ta-
KM obpasoM, y mareHToB ¢ JITAC ¢ akTUBHBIM IrpaHy-
JIeMaTO3HbIM BOCHaJeHUEM OTMedYeHa 3(P(PEKTUBHOCTH
tepanuu ['KC 1 uMMyHOCyIpeccaHTaMM U OTCYTCTBUE
TaKOBOW — TIpU HAJIMYMU BBIPAXEHHBIX (PUOPO3HBIX
¥ KMCTO3HBIX U3BMEHEHU JIeTKuX [59, 64].

Ipu xpoHnueckoii rurmokcemuu (SpO, < 88 % u / wim
PaO, < 55 MM pt. c1.) 60abHBIM JITAC noka3zaHo Ha3Ha-
YeHMe KHUCJIOPOoAA B JIOMAITHUX YCIOBUSIX (OOBIYHO TIPU
TIOMOIIM KUCIIOPOTHOTO KOHIIEHTPATOpa), IIPU STOM H0-
3a KMCJIOpOJa TUTpyeTcst 10 AocTrkeHus SpO, > 90 %.

ITo pe3ynbraTamM MPOCIEKTUBHBIX KOTOPTHBIX UCCIIe-
JIOBaHWI TI0OKA3aHO, YTO TIPU JUTUTEJLHO Teparu Bap-
¢apunoM yydImaercss BBDKMBAEMOCTb IIPU MIMOIIATH-
yeckoii JIAT m JII, oOyclnoBJIeHHOI XPOHUYECKOM
TpoM0O03MOOIUUecKOit 60sie3HbI0. OTHAKO HET JaHHbIX,
KOTOpBIE OIIEHUBAJI OBl COOTHOIICHUE PUCKA 1 TIOJIb3BI
Tepanuu BappapuHoMm mpu JITAC. Bapdapun moinkeH
Ha3HayaThCsl MPU YETKOM KIMHUYECKOM, PEHTIEHO-
JIOTMYECKOM WJIM THCTOJIOTMYECKOM ITOATBEPKACHUM
TPOMOOAMOOIUN. DKCTPANOJSALNS JAHHBIX 00CepBaly-
OHHBIX MCCIeIOBaHUl Mo uamomnartudeckou JIAI (mpu
OTCYTCTBMM TIPSIMBIX T0Ka3aTeJIbCTB) aeT OCHOBAHUS
rmoJjiaraTh, 4YTO Tepamnus BaphapruHOM MOXET UCTIOIb30-
BaThCs y MalMeHToB ¢ Tskenoi JITAC.

B mocnemHue rombl HOCTUTHYTHI 3HAYUTEIbHBIC
ycnexu B pa3Butuu tepanuu JIAI (wnm 1-i rpynnsr JIT
no kiaccupukanuu BO3). MoxHO NMpeanosoXuTb, YTO
nanHas JIAT-cneuuduunas tepanust 6yaet 3hbeKTuB-
Ha 1 npu Tepanuu JITAC, ogHaKoO CyIIeCTBYIOT 3HAUM-
TenbHble pasnuuus mexay JIAT u JITAC ¢ Touku 3peHust
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naTou3nosoruu, moatomy mecro JIAI-cnenupuaHoi
tepanuu nipu JITAC moka HyXnaeTcss B YTOUHEHMHU.
JIAT -cieunryHasg Tepamnus MOXET OKa3aTbCs He-
adhdekTuBHON Yy psama 6onbHbIX JITAC, T. K. obmactu
GubpoTUYECKOro, Nanu GUKCUPOBAHHOTO, PEMOJLCINPO-
BaHUS JIETOYHBIX COCYIOB MOTYT ObITb HEUYBCTBUTEJb-
HbIMU K BazomwiatatopaM. Kpome Toro, JIAT-cme-
mucduyHaa tepanuss npu JITAC MoXeT mpuBecTH
K yCyTryOJIeHUIO HApYIIEHUsI OKCUTEHAIIUH, T. K. CITIOCO0-
Ha YCTPAaHUTb (DU3UOJIOTMYECKYIO TUTTOKCUYECKYIO Ba30-
KOHCTPUKIIMIO, YTO MPUBEIET K YCUJIEHUIO KPOBOTOKA
B 00JIaCTU C TJIOXOU BEHTUJISIIIMEN W YCUJICHUIO BEHTH -
JsioHHo-Tiepdy3uonHoro (V / Q) mucbamaHca [66,
67]. B momonHeHWe K 3TOMY ITOTEHIIMAJIBHO HEraTUB-
HbeIM niocsieacTBueM JIAT -cneuudbudHON Tepanuu npu
JITAC MoxXeT OBITh pa3BUTHE OTeKa JIETKUX U TUITOKCEe-
MMU BCJIEACTBUE IPEUMYLIECTBEHHON Ba3oauIaTalluu
JIA B yc/IOBUSIX TpaHYJIeMaTO3HOU O0IUTEpAluU MEJTKUX
BeH 1 BeHY [68]. OCHOBHBIE pe3yIBTaThl UCCIICTOBAHUIA
no ucrojb3oBanuio JIAT-crienmupuyHoO Tepanuu pu
JITAC nipeacraBieHbl B Ta0JI. 3.

B otkpeiTom uccnenoBanuu I.R.Preston et al. n3y-
yeHa 3(p(HEKTUBHOCTh Ba30AMIATaATOPOB (MHTAISIIMOH-
Horo okcuma azora — iNO), BHYTPUBEHHOIO 3MOMPO-
CTEHOJIa WJIM aHTAarOHMWCTOB KajblWsI) Yy TMAaIlMEHTOB
¢ capkonno3oM (n = 8) I1I wnm IV ctagun u tsxenoit JIT
(CHJIA = 55 mm prt. ct.) [19]. KpaTKocpouHbIit OTBET
(camxenue JICC Ha = 20 %) Ha Tepanuio ObIT OTMEYECH
y 7 n3 8 6onbHbIX, onydaBinux iNO, y 4 u3 6 moydas-
LIMX 3MOMPOCTEHON U Yy 2 U3 5 TTOJTy4aBILIUX AHTATOHUCTBI
Kanbuus. JonrocpouHsiit otBeT Ha iNO OBLT accolu-
WPOBaH ¢ MpupocTtoM auctanmu 6-MIUT (n = 5). On-
Hako Ha (oHEe Teparuu JICTAIbHOCTh ObLIa BHICOKOU —
B TeuyeHue 1,5 roma ymepiau 5 u3z 8§ mauueHToB [19].
B perpocniekTBHOM HccnenoBanuu [68] y 6ombHbIX JITAC
(n = 7) uzyuyeHa 3(p(PeKTUBHOCTb Tepauyd BHYTPUBEH-
HbIM 31ioripocTeHosoM (I ctanust capkounio3a BbIsSIBICHA
y 1 6onbHOrO; Il —y I; II1 —y 1; IV —y 4). HecmoTpst Ha
TO, 4TO Y 6 3 7 GOJBHBIX YCTAHOBJIECH MOJOXKUTEIbHBIIA
oTBeT Ha Tepanuio (cHkeHue JICC Ha = 25 %), oT™e-
YeHbI cepbe3Hble HexenaTenbHbie siBieHust (HA), css-
3aHHbIE C BBEACHUEM 3MOMpPOCTeHONA: | MalueHT ymep

Tabauua 3

Pesyrvmamut uccaedoganuii no uCnoab306aHUI0 CREUUDUUHOT mepanuu 1e204 ol apmepuaibHoll 2unepmen3ul

npu A€204HOIl cunepmen3uu, accouuupoearmoﬁ c capxoudmom

Table 3

Results of trials of pulmonary arterial hypertension-specific therapy in pulmonary hypertension associated

Ny6nukauus ‘ Tepanus

I.R.Preston et al. (2001) [19] WnransumonHbiii NO

I.R.Preston et al. (2001) [19] AnonpocTeHoN BHYTPUBEHHO

K.A.Fisher et al. (2006) [68] AnonpocTeHoN BHYTPUBEHHO

R.P.Baughman et al. (2009) [71]  WHransumoHHbIA unonpoct

N.Milman et al. (2008) [6] Cunpenadun per os

R.P.Baughman et al. (2014) [74] Bo3eHTaH per os

C.F.Barnett et al. (2009) [76] AnonpocTeHoN BHYTPUBEHHO,

cunpeHadun per os, 603eHTaH per 0s

M.A.Judson et al. (2011) [79] AmGpu3eHTaH per 0s

Yucno 6onbHbIX ‘

with sarcoidosis

OcHOBHoIA pe3ynbraTt
8 | CONA18 %
| ICC 31 %
1C012%
6 CLJ1A Ge3 nameHeHuii
| NCC 25 %
1 C025%
7 | CONA21 %
| NICC 45 %
1 C044 %
1 I-l K no BO3
15 | CONA15%
| NICC 14 %
1 6-MLUT 12 %
1 KX
12 | CONA19%
| ICC 48 %
1 C0 36 %
6-MLUT 6e3 u3ameHeHuit
35 | CONA11%
| ICC 28 %
6-MLUT 6e3 u3meHeHuit
®K no BO3 unm KX
22 | CONA 20 %
| ICC 39 %
} 6-MLUT
21 6-MLUT Ge3 uameHeHuit
DLco
KK unm ogpika

Mo6oyHble 3 PeKTbI
HeT no6oyHbIX adpdekTo

HeT no6ouHbix apdekros

| Pa0; (n=3)

| Pa0;(n=2)

HeT noGoyHbIx 3dpekToB

HeT no6oyHbIx adpdekTor

HeT no6oyHbIX adpdekTor

YcuneHnue 0TeKOB U OAbILIKM

Mpumeyanme: CLJA - cpenHee nasnenue B neroyroit aptepum; JICC - neroyHoe cocyamctoe conpotuenenie; CO- okeup yrmepona; OK - dyHkumoHansHbii knace; BO3 - BeemnpHas opra-
HI3aLus 3npaBooxpaqers; 6-MLUT - 6-MuHyTHbIA Wwarosbili TecT; DLeo - AnddyanoHHas cnocobHocTb nerkix; KX - kauectso Xu3Hu; Pa0; - napLyansHoe HanpsxeHe KUCNOposa

B apTepuanbHoi KpoBw.

http://journal.pulmonology.ru/pulm
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Asodees C.H. JlerouHasi TMIIEPTEH3USI TIPU CAaPKOUI03€

yepe3 4 4 OT Hayaja TepaliMyd OT OCTaHOBKM Cepalia,
y 2 pa3BUJICS TSDKEJIbI OTEK JIETKUX, ITPYU KOTOPOM TIO-
TpeOOBaAIOCh MPOBEACHNE BBICOKOIIOTOYHOM KHCIIOPO-
IOoTepaliuyl W MEXaHMYSCKON BEHTWISIIUU JIETKHUX.
OcranbHble OoMbHBIE (1 = 5) yepe3 29 Mec. OT Hayajla
Tepanuu octaBaauch xuBbl, @K JIT' y Becex yaydrmics
Ha 1-2 kiacca [68].

Borbiioit mHTEpEC y MallMEHTOB C JIETOYHBIM (hrOpO-
3oM Tipu JII' MoxkeT mpeacTaBiasTh MCIOJb30BaHUE
uwionpocra [69, 70]. MHrajsuMOHHBII WIOMPOCT SIBJIS-
€TCST CEeJICKTUBHBIM JIETOYHBIM Ba30MIaTaTOpPOM, 00JIa-
JTaeT CIIOCOOHOCTBIO BO3ICHCTBOBATH HA JISTOUHBIE COCY-
IIbl, PACIIOJOXEHHBIC MPEUMYILIECTBEHHO B XOPOIIO
BEHTUJIMPYEMBIX pPErMOHaX JIETKUX, Ojaromapsi yemy
cHMXKaeTcs nasiaeHue B JIA, onHako ycyryOjeHust Hapy-
IIeHUsI Ta3000MeHa He MpoucxXomuT. OTKPHITOE MpPO-
crneKTuBHOe uccienoBanue R.P.Baughman et al. [71]
(n = 22; cpegnunit Bo3pact — 52 roma; y 68 % OOJIbHBIX
otrmeueHa IV cragust capkounosa, cpenusiss @XKEJT —
50 %, CAJIA — 33 MM PT. CT.) IIOCBSILIEHO U3YYEHUIO d(P-
(EeKTUBHOCTU MHTAISLIMOHHOTO WIOMPOCTA y OOJIbHBIX
JITAC. Tepanus WHTaJSUUOHHBIM UJIOMPOCTOM (5 MKT
Kaxable 2—3 4 B THEBHOE BpeMsl) TTPOBOAMIACH HA TIPO-
TskeHnu 16 Hen. MccimenoBanue 3aBepiivian 15 6ob-
HbeIX. Hanbosee yacThiMu NMpUUYMHAMM BbIOBIBAaHUS U3
WCCIIEIOBaHMS SIBJISIMCH KallleIb, BBI3BAHHBIN MHTAJIS -
e npenapata (n = 3), 1 HU3KWI KOMILJIa€HC Teparuu
(n = 2). Cumkenue JICC = 20 % ormeueHo y 6 6OJb-
HBIX, Y 5 U3 HUX HaOmoganock Takke cHkeHue CIJIA
> 5 MM PT. CT. YiIy4llieHre TMCTaHIIMY TIPY MPOBEACHUN
6-MIUT Ha = 30 M orMedeHo y 3 manueHToB. Kpome
TOTO, MPU MHTAJSIIMOHHON Teparuy WJIOIPOCTOM I0O-
cTtoBepHO ynyuimioch KX 00JbHBIX — OTMEUYEHO CHU-
>K€HHE CyMMBI 0aJIJI0B 110 TOMEHY «AKTUBHOCTb» IIIKAJIbI
pecrnimpatopHoro BorpocHuka Kimmauku Cesroro Teop-
ra mus 6onbHBIX XOBJI (The Saint George Respiratory
Questionnaire — SGRQ) ot 86 (95%-Hblil TOBEPUTEIIb-
Heiii wHTepBan (W) — 64—100) mo 74 Oamnos
(95%-up1ia AN — 59—100; p = 0,027); y 7 naLlK€HTOB 13-
MEHEHHE COCTaBMIIO > 4 0a/10B (MUHUMAIBHOE KITMHY-
YyecKM 3Haummoe pasiaunune i mkaabl SGRQ). Takum
00pa3oM, TIpM MOHOTEpaIlMy WHTAJISIIMOHHBIM WJIO-
npoctoM y 60sbHBIX JITAC yiydinaioTcs JierouHast re-
MonrHamMuKa 1 K2K mareHToB.

B perpocniektTuBHOM ucciaenoBanuu N.Milman et al.
y nauueHToB ¢ JITAC (n = 12) uszyueHa apheKTUBHOCTh
rperapaTa U3 TPYIITBl THIMOUTOPOB (ochoamnacTepa-
3bI-5 — cuineHaduna (B 103¢ ot 75 1o 225 mr B cyTKn) [6].
IMocne Tepanuu cungeHaUIOM B TeUEHHE B CPEIHEM
4 mec. (pazopoc ot 1 mo 12 mec.) CIJIA noHusuaach Ha
8 MM ptT. cT.; JICC — Ha 5 WU; cepaeuHblii UHAEKC MO-
Bbicuicst Ha 0,6 1 / MuH / M2, nuctadius 6-MIIT npak-
TUYECKM He M3MeHMach [6].

Hau6onbmiee yncio ucciaenoBanuii JITAC nocssiie-
HO 003eHTaHy — TIperapaTy M3 TPYIIbl aHTaTOHUCTOB
petienTopoB aHAoTenuHa [72—78]. R.P.Baughman et al.
nsydyeHa 3¢p¢GeKTUBHOCTh 003eHTaHa B PaHIOMU3UPO-
BaHHOM JBOMHOM CJIETIOM IIaIie00-KOHTPOJIUPYEMOM
HCCleI0BaHUU, B KOTOpoM nauueHThl ¢ JITAC (n = 35)
OBUIM PaHIOMU3MPOBAHBI B COOTHOLIEHUHU 2 : 1 B TpyII-
bl Tepanuu 0o3eHTaHOM (n = 23) uiu nnatedo (n = 12)

B TeyeHue 16 Hen. [75]. U3 ucciaenoBaHus MCKITIOYATUCH
JIMIIA C TSDKeJIoM OpoHXuanbHOU obcTpykimeit (ODB,; /
®XEJ < 35 %), JI' IV ®K, ¢dpakuueit BbIGpOCa
JIXK < 35 %, cepneunbiM uHaekcoM < 2,0 1/ MUH / M2,
napieHueM B ITIT > 15 MM pt. cT. Y < 50 % mauueHToB,
BKJIIOYEHHBIX B McciaenoBanne, ormeueHsl DXKEJT < 60 %
u IV cragus capkoumosa. K KoHIy ucciaenoBaHUs
y OOJBHBIX TPYIIBI 0O3¢HTAaHA OTMEUCHBI CHIDKCHUE
CIJIA Ha 4 MM DT. cT. (B rpyrmiIie mianedo — MOBBILIEHUE
Ha 1 MM pT. cT.; p < 0,05); cHukenue JICC Ha 1,7 WU
(B rpynne rane6o — mosbieHue Ha 0,2 WU; p < 0,05).
OpHako paszuyuii MeXIy TPYIIaMu MO0 M3MEHEHUIO
@K, KXK wiu qucranmuu 6-MIT, a Takke cepbe3HbIX
HA npu Tepanuu 603eHTaHOM He BBISIBIICHO [74].

B OTKPBHITOM TIPOCIIEKTMBHOM HCCIIEOOBAHUU Y Ta-
muenToB ¢ JITAC (n = 21) usyueHa appeKTUBHOCTD JIpy-
Toro MpeacTaBUTEJsl aHTarOHMCTOB PELIENITOPOB DHAO-
TelMHA — aMOpu3eHTaHa; cpennue 3HaueHust DXKEII,
O®B, u DLco cocrabisiu 62, 59 u 33 % cOOTBETCTBEH-
HO [79]. Kputepusmu uckmoueHust sBiastiich O2KEJT
<40 %, muctanuusa B 6-MUIIT < 150 m, JIT IV ®K 10
BO3 u cucronuueckast nuchynkums JIZK. K koHiy uc-
cienoBaHus (24 Hell.) JOCTOBEPHBIX U3MEHEHUH IO Mo~
kazatesaM auctanimy 6-MIUT, DLco, KK nnn ompii-
KU He oTMmeuyeHo. OmHako oleHKa 3(P(eKTUBHOCTU
ObLIa 3aTpyIHEHA B CBSI3U C TEM, UTO 3aBEPILIUTh HUCCIIe-
JIOBaHUE CMOIIM Jullb 10 mauueHToB; B 8 Ciiydasix mpu-
YUHON TIpeKpallleHusT IIprueMa mpemnapaTa ssBuiauch HA
(ycusieHMue OTeKOB MY OABIIIKK) [79].

Takum obpasom, B Hactosiee BpeMs Mecto JIAT-
cneuuduyHoi Tepanuu npu JITAC Bce emne HyxknaeTcs
B YTOUHCHMH. B TpencTaBieHHBIX MCCICIOBAHUSIX BBI-
OopKa malMeHTOB OblJla HEBeJIMKa, YacTO OTCYTCTBOBAJIa
KOHTpPOJIbHAS TPYIIIa, UMEJTUCh HETOCTaTK B OpraHU-
3allMU UCCIIeI0OBAHUI; Teparus ObUIa HEMTPOIOJIKUTEIb-
Hoi#t. MynbrudakropHas npupoaa JII' mpu capkoumose
SIBJISIETCSl CJIOKHOI MpoOJieMoit a1l mombdopa Tepanuu,
T. K. JITAC MokeT ObITh CBSI3aHa C JIETOYHBIM (DUOPO30M,
TUTIOKCHYECKOM Ba30KOHCTPUKIINECH, TpaHyIeMaTO3HOM
obmmTepaneil U / Wi aHTUMTOM JICTOYHBIX COCYIOB,
BHEIIIHE! KOMIIpeccHueil JierouHbix cocynoB, JIBOb
U TMOpaXeHUEM JIEBBbIX OTAEJIOB cepjlla, MO3TOMY MpU
JITAC oueHb CI0XXHO OXUIATh MPEACcCKa3yeMoro OTBeTa
Ha TOT WJIM MTHOU BUI Tepanun. BeposTHee Bcero, HEKO-
Topble nauueHThl ¢ JITAC gBISIOTCS XOPOIIMMU KaHA-
naramu st JIAT-crieuuduyeckoit tepanuu, OJHAKO
HEoOXOJMMO HE TOJBbKO 0ojiee AETAIbHOE OMUCAaHUE
JaHHOTO (heHOTHUIA, BO3MOXHO, C HCIIOJb30BaHUEM
HOBBIX OMOMAapKepoB, HO U MPOBEAECHUE HOBBIX, XOPO-
IO CIUTAHWPOBAHHBIX PAaHIOMU3WPOBAHHBIX ILIAIC00-
KOHTPOJIMPYEMBbIX UCCIICTOBAHMIA.

3aknioyeHue

JIT gBJsteTCST XOPOIIIO M3BECTHBIM OCIOKHEHUEM CapKOM-
JI03a M, KaK MpaBUJjIo, Jallle CBSI3aHa ¢ IUIOXUM IIPOTHO-
30M. HecmoTpst Ha To, uto JITAC yaiiie Bcero BcTpeyaeT-
Ccd Y MAlMEHTOB C TSKEJIBIMU CTAgUsSMU CapKOMIO03a,
WHOTJA OHA pa3BMBACTCS MPU OTCYTCTBUU ITOPaKeHUS
JIErOYHOM mnapeHXuMbl. [latodusnosiorus pasBUTUS
JITAC noBOJBHO CJIOKHA M BKJIIOYAEeT HECKOJIBKO pa3-
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JIMYHBIX MEXaHU3MOB, TaKHUX KaK JETOYHbIN (hubpos,
TUIOKCUYECKass Ba30KOHCTPUKIIUS, T'paHyJIeMaTo3Has
o0mTepanys U / VUIM aHTUWT JISTOYHBIX COCYIOB, BHEIII-
HSIST KOMITpeCCHUS JIETOYHBIX cocynoB, JIBObB 1 mopake-
HHE JIEBBIX OTIEJIOB cepaua. BemeHue mauueHTOB
¢ JITAC ocHOBaHO Ha yCTpaHEHUU TMIOKCEMUH, Jeye-
HUU aKTUBHOTO CapKOUI03a U COITYyTCTBYIOIIUX 3a00JIe-
Banuii. Mecto cucteMabix 'KC B Tepanun JITAC ocra-
ercs npotuBopedrBbIM. JIAT -crienudpuyeckass Tepanus
MoKa He peKOMeHAoBaHa i Bcex nauueHToB ¢ JITAC,
XOTS B psiie HEOOJbUIMX MCCIENIOBAHUN Y HEKOTOPBIX
6ombHBIX JITAC moka3zaHbl TTOJOXUTETbHBIE 3(DMEKTHI
MPOCTAaHOUAOB, aHTAarOHUCTOB peulenTopoB DT U MH-
rubuTopoB ¢pochoauacrepasbi-S. st TOATBEPKACHUS
ponu JIAT-cieuuduyHOl Tepanuu y OMpeaesIeHHbIX
rpyrm 6oabHBIX JITAC HeoOxoaumo JaiabHEWIme Ho-
BbI€, XOPOIIIO CIUIAHMPOBAHHBIE PaHIOMU3MPOBAHHBIE
TU1a11e060-KOHTPOJUPYEMbIE UCCIEIOBAHUSI.
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