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AHHOTaums

AeroyHasi runeptoHust (Al) — 3To rpynna 3aboAeBaHWi, XapaKTepPU3YIOWMXCS MPOrpPecCUPYIOLMM MOBbILIEHUEM AErOYHOrO
COCYAMCTOrO COMPOTUBAEHUS M AABAEHUS B ACTOYHOM apTepum, KOTOPOE MPUBOAUT K Pa3BUTHIO MPaBOXKEAYAOUKOBOI CEPAEYHOM
HEAOCTaTOYHOCTU M NMPEXAEBPEMEHHON CMEPTH NaUMeHTOB. Ha 0OCHOBaHMM COBPEMEHHOM BEPCHM PEKOMEHAALIMIA MO AMarHOCTUKe
n aedennio A, npuHaTon skcnepTammn EBponerickoro obuectsa KapaMoAoros u EBponeickoro pecnmpatopHoro obuecrtsa B
2009 r., KAMHUHYECKMX AQHHbIX HaLMOHAABHbIX M 3apyDexHbIX ccaeaoBaHmnii B 2013 r. poCCUIACKMMM SKCNepTaMm pa3paboTaHbi
KAMHUYeckne pekomeHaaumn no Al B HMX paccmaTtpusaioTcs coBpemeHHble Kaaccudumkaumm AL, ocobeHHOCTM naToreHesa,
anroputma anarHoctukn Al B pasaeae, MOCBAWEHHOM CpPeACTBaM MOAAEpPXKMBAlOWen Tepanuu, ODCYXAAIOTCA AaHHble O
NPUMEHEHUU MEePOPAAbHBIX AHTMKOAryASHTOB, AMYPETMKOB, CEPAEYHbIX TAMKO3MAOB, OKcureHoTepanun. Cneumduyeckas
Tepanus Aero4Hoi apTepuanbHoi rnepToHun (AAT) BKAIOHAET aHTAarOHUCTbI KaAbLIMS, MPOCTAHOMAbI, aHTArOHUCTbI PELIENTOPOB
SHAOTEAMHA, MHIMbuTopbl (hocdoanscTepasbl 5-ro Tuna. Cpean MeTOAOB XMpypruydeckoro Aevenns Al npeacTaBAeHb
NpeAcepAHasi CeNTOCTOMUS, TPOMOIHAAPTEPIKTOMMS M TPAHCMAAHTALMA ACTKMX AN KOMIMAeKCa cepale—Aerkue. [Npeanaraetcs
aAropnT™ AeveHns 60AbHbIX AAl. CoBpemMeHHbIe MeAMKAMEHTO3HbIE MOAXOAbl C MCMOAL30BAaHMEM NPenapaToB CheunguHecKon
Tepanun 1 nx KOMOMHALMIA OTKPBIBAIOT HOBble NepcneKTUBbl 3(MEKTUBHOIO AedeHNs BOAbHBIX AAT, yAyULIAIOT X NPOrHO3.

KaloueBble choBa: AerodHast rMNepToHNs, KAMHUYeCKHne peKoMeHAalnn.

Pulmonary hypertension (PH) is a group of diseases characterized by progressive increases in pulmonary vascular resistance
and pulmonary artery pressure, which results in right ventricular heart failure and sudden death. Based on the current version of
the guidelines for PH diagnosis and treatment, adopted by the experts of the European Society of Cardiology and the European
Respiratory Society in 2009, and on the data of Russian and foreign clinical trials, the Russian experts elaborated clinical guidelines
for PH in 2013. The latter consider the current classifications of PH, the specific features of its pathogenesis, and its diagnostic
algorithm. The section dealing with drugs for maintenance therapy discusses data on the use of oral anticoagulants, diuretics,
cardiac glycosides, and oxygen therapy. PH-specific therapy includes calcium antagonists, prostanoids, endothelin receptor
antagonists, and phosphodiesterase type 5 inhibitors. Surgical procedures for PH involve atrial septostomy, thromboendartectomy,
and lung or heart-lung transplantation. A treatment algorithm is proposed for PH patients. The current medicinal approaches using
specific therapy agents and their combinations offer new promises for the effective treatment of patients with PH and improve its
prognosis.

Key words: pulmonary hypertension, clinical guidelines.

AJl — apTepualibHOE TaBJICHUE

AK — aHTaroHMcCTbl KaJbLIUs

AIITl" — anruonynbMoHorpadus

APD — aHTaroHMCTHI PpelieNTOPOB SHIOTEINHA

ACK — aneTuscannimioBas KMcaoTa

BIIC — BpoXIeHHbBIE TTOPOKH ceplia

I'MK — rinaakue MbllIeYHbIe KIETKU

J3JIA — naBieHue 3aKJIMHUBAHUS B JIETOYHOM apTepun
JJTA — naByieHHe B JISTOUHOM apTepum

JUIA . — cpenHee JaBjieHUe B JIETOUHOM apTepuun
JMKIT — nedexT MexxKenyn0uKoBOi MePeroponKku
JAMIIIT — nedekT MexXIIpeacepaHOi eperopoaku
JTIIT — naBneHue B MpaBOM MpeACEepIun

WJIT — unuonaruyeckas JII'

NDID-5 — nunrudurop dochoanascrepasbl 5-ro Tuna
KK — kavecTBO XU3HU

KITOC — kareTepu3aiius paBbix OTAEIOB cepla
KT — xomnloTepHas Tomorpadusi

JIA — nerouHast aprepust

JIAT — sierouyHast aprepuajibHasi TUIIEPTOHUS

JIBOb — nerouHasi BeHOOKK/II03MOHHAsI O0JIE3Hb
JIT — neroyHasi runepToHus

JIDK — neBblit xkenynouyexk

JICC — sierouyHoe cocyucToe CONpOTUBIEHUE
MHO — MexayHapoaHOe HOpMaJIM30BaHHOE OTHOLIEHKE
MPT — mMarHuTHO-pe30HaHCHast ToMorpadust
HITB — HuxHSsIs 1osiast BeHa

OAII — OTKpHBITBII apTepUaIbHbIil TPOTOK

O®DIT — ocTpble (hapMakoIOrnyecKre mpoobl
OLIK — 00beM LHMPKYJIUPYIOIIeit KPOBU

II" — npocrarjaaHaAMHBI

l'[l"E1 — TpocTariaHInH EI

IT2K — nipaBbilii xkenynouek

TUIT — nepsuuHas JIT'

ITOAK — nepopasibHble aHTUKOATYJISIHThI

ITIT — npaBoe npeacepane

[NICC — npencepaHast CENTOCTOMMUSI

CB — cepneuHblii BBIOpoC

CIJIA — cucronuueckoe JIJIA

CHW — ceprevHblii UHIEKC
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AunarHocTmka m AedeHme Nero4Ho# rMnepToHnn

CJIIL — cHCTEMHO-JIETOUHbIE IIYHThI

CH — cepnevHast HeIOCTaTOYHOCTh

TILX — Tect ¢ 6-MUHYTHO XOABOOI

TOJIA — TpomMO03MOO0JIUS JIETOYHOI apTepun

®BJ1 — (yHKIIMSs BHEIIHETrO IbIXaHUsI

DK — byHKIIMOHATBHBIN KJTACC

®P — dakrop pucka

XOBJI — xpoHunyeckast 00CTPYKTUBHAsI O0JIE3Hb JIETKUX
XCH — xpoHuyeckas cepaedHast He0CTaTOYHOCTh
XTOJIT — xpoHudeckasi TpoMOOIMOOIMUYECKasl JIerouyHasi T'v-
MEPTOHMSI

LB/ — 1ieHTpasibHOE BEHO3HOE JaBlIeHUE

ul'M® — HUKINYeCKHil ryaHo3uHMOHOMOochaT

YCC — yacToTa cepieuHbIX COKpalleHUit

OKI — anekrpokapauorpamma

OT-1— snnorenuH-1

OTA — peuentop OT-1 Tuna A

OTB — peuentop OT-1 Tuna B

OxoKI' — axokapauorpadus

BMPR2 — bone morphogenic protein receptor-2 — peLenrtop
2-ro THUIIA O6ejiKa KOCTHOro MopdoreHesa

Jlerounas runeprensus (JII') — rpymnma 3aboyieBaHuii, Xa-
PaKTEePU3YIOLTUXCS TTPOTPECCUPYIOIINM TTOBBIIIIEHUEM JIeTOq-
Horo cocynuctoro conpotuniieHus (JICC) u naBneHust B jie-
royHoii aprepuu ([AJIA), KoTopoe MNPUBOAUT K Pa3BUTHIO
MPaBOXEIYIOUYKOBOI cepaeuHoil HemoctatouHoctu (CH) m
MpeXIeBPEMEHHOI CMepTU MalueHToB |1, 2].

B cootBercTBUU ¢ PoccuiickuMu peKOMEHIAIUsSIMK T10
nuarHoctuke u jgedenuto JII' (2007) nuarnos JIT ycranaBmu-
BaeTcs TPY YPOBHE CPEIHETro MaBJICHUS B JISTOYHOW apTepuu
(Z[J'[Acp.) >25 MM pT.CT. B 11oKoe 1 >30 MM pPT.CT. pu pusnye-
ckoii Harpyske [1]. B Hopme I[JIACD_ B TMOKOE COCTaBJISIET B
cpeaHeM 1443 MM pt.cT. ¥ He npeBbilaet 20 MM pr.cT. B mo-
CJIeTHUE TOIBl MEXIyHapOIHbIE PEKOMEHIALIMM paccMaTpH-
BalOT B KayecTBe JMAarHOCTUYECKOTO KPUTEPHUS YPOBEHb
I[J'IACP_ bosiee 25 MM PT.CT. B MIOKOE IO JAHHBIM KaTeTepu3a-
LIMU MpaBbIX oTAeNoB cepaua [2]. st ouenku npupocta JAJTA
Ha BBICOTE (DM3MUECKOI Harpy3Ku HEOOXOOMMO IpOBeICHUE
CITelIMaTbHBIX UCCIIeTOBAHU C TeJIbIO CTAHIAPTU3AIUY TTPO-
TOKOJIOB Harpy304yHOro TecTa M YCTaHOBJIEHUs IMara3oHa
HOPMAJIbHBIX 3HAYEHU.

Knaccudukamus JIT

Knunnueckas knaccuduxaius JII Heodxoayma st CTaH-
AapTU3aLUU TUArHOCTUYECKUX TIOIXOJOB U JIeYeOHBIX MEpOo-
npusaTyii. Ha mpoTskeHur mojiyBeka oHa IpeTtepresia 3HauK-
TeJIbHBIC U3MEHEHMUsI, HaunHasi ¢ 1973 T., Korma B COOTBETCTBUM
C COTJIAaCUTEbHBIM TOKYMEHTOM 3KCIIEPTOM BBIIEICHO 2 KaTe-
ropuu: nepsuaHas JII' (ITJIT), wim JIT HeycTaHOBIEHHOM 3TH-
oJsioruu, u BropuyHas JII' npu BISIBJICEHUU MTPUYMH WU (paKTo-
poB pucka (®OP) [1, 3]. B 1998 r. Ha Il MupoBoM cuMIIo3uyme,
rocssieHHoM Tipo6sieMe JII' B OBuane (PpaHimst), BriepBbie
BblIesIeHbI KaTeropuu JII' Ha OCHOBaHMU CXOICTBA MATOTEHETU -
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YECKUX OCO6CHHOCT€I71, KIIMHUYECKOM KapTHUHBI U IMOAXO0O0B K
neyenuto. C Toro BPEMCHMU BbIACIACTCA 5 rOMOTE€HHbIX rpymnm
JT.

Kmmanueckas knaccudukamus JIT

1. Jleroynas aprepnanbHas runepronus (JIAD):

1.1. UmmonaTtuueckast JII' (UJII)

1.2. Hacnenyemas JII' (myrauuu renoB BMPR2, ALKI,
9HOIJIMH ¢ WX 0e3 HacAeICTBEHHON reMopparuyeckoi Te-
JIEAHTURKTa31H)

1.3. MamynmpoBaHHask TpUEeMOM JICKAPCTBEHHBIX ITpeITa-
paTOB ¥ TOKCHOB

1.4. AccolmupoBaHHas C:

— muddy3HbIMU 3a00JI€BAaHUSIMU COEIUHUTENIBHOM TKa-
Hu (A3CT)

— BUY-undexkuueit

— MOPTaJIbHOM TUIIEPTEH3UEH

— BpOXAeHHBIMU ITopokamu cepata — BITC (cucreMHo-
JeroyHble myHTsl — CJILL)

1.5. lMepcuctupytommast JIAI' HOBOpoOKAEHHBIX

1. Jlerounasi BeHOOKK/II03HOHHAs 00.1e3Hb (JIBOB)/nerou-
HbI KANMWISPHBINA TeMAHTMOMATO3

2. JIT BcaieACTBHE MATOJIOTHH JIEBBIX OTAEJIO0B Cepaa:

— cUCTOIMYeCcKast TUCHYHKITNS

— AuacTojanyecKas IuchyHKIIUs

— KJIamlaHHBIE TIOPOKU

3. JIT', accomMupoBaHHasl ¢ MATOJOTHEl JAbIXaTeJbHOH CH-
CTeMbl H/WIH THIIOKCeMHeii:

— XpoHMYecKast 00CTpyKTUBHast 00J1e3Hb Jierkux (XOBJI)

— HMHTEPCTULIMATbHBIC 3a001eBaHUS JIETKUX

— JOpyrue 3a0o0JeBaHMS JIETKUX CO CMEIIaHHBIMH pe-
CTPUKTUBHBIMU M OOCTPYKTUBHBIMHU HaPYIICHUSIMU

— CHUHIPOM aJIbBEOJISIPHOM TUMOBEHTUISILIMU

— BbIcoKoropHas JII'

— HapyILIEeHUSI TBIXaHUSI BO BpeMsI CHa

4. Xponuueckas Tpomooamoomueckas JIT'

5. CmemanHbie (opmbl

— reMarojoruyeckue 3a00aeBaHMs

— CHCTEMHBIC HapyILIECHUS

— MeTaboIMIecKre HapyIeHusT

— Apyrue

Paznnualor npekanuuisspHyIo U MOCTKAWLISIPHYIO (hop-
Mol JIT.
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W.E. HYa3zoBa u coaBr.

Kputepusimu npexanunnsproii JII IBasroTcst:

— [lJ'IACp. 225 MM pT.cT. (IO TaHHBIM KaTeTepu3aluu
npaBbIx otaenos cepana — KITOC);

— IaBJIeHUE 3aKJIMHUBAHMS B JierouHoit aprepuu (13J1A)
<15 MM pT.CT.;

— cepreuHkbIit BeIopoc (CB) B HopMe MIn CHUKEH.

Bce ykazaHHbIe mapaMeTphl TOJDKHBI U3MEPSTHCST B TO-
KOE.

Takoil reMomMHAMUYECKUII BapuaHT MOXHO BBISIBUTh
npu JIAT, JIT' BcieacTBue MaToa0TUM JIETKUX, XPOHUYECKOM
TpoMOOaMboIMUeckoi JieroyHoi rumneptoHuun (XTOJID),
cMmemaHHbIX (popmax JIT.

[Tlocmxanunaapuas JII' ¢ ,HHACD_ >25 mm pr.ct. u I3JIA,
npeBbIaIuM 15 MM pT.cT., xapaktepHa s JIT Bciencraue
MaTOJIOTUH JIEBBIX OTIEJIOB Cepla.

Ipynna 1 — JIAT. DT0 KJIMHUYECKOE COCTOSIHUE, XapaKTe-
pusyloleecss HamuuueM TpekanusuisipHoit JII' B oTcyrcTBHe
Npyrux npuuuH nosbieHust AJIA, Takux kak 3aboseBaHUs
JIETKUX, XPOHWYIECKON TPOMOOSIMOOIUN JIETOUHOU apTepuu
(TBJIA) u T.1., B TOM YKCIIe peakux 6oje3Heit (rpymrma S) [1, 2,
4, 5]. JIAT npencrasieHa uauonatudeckoii JII' (MJIT), nacme-
nyembiMu ¢popmamu JIAT; JIAT, uHaylIMpOBaHHOUW MTPUEMOM
JIEKapCTBEHHBIX MPeTnapaToB U TOKCUHOB, a TAaKXKe aCCOLMU-
poBaHHbIMU (hopmamu BeaeactBue Hannuust JI3CT, mopranb-
Hoii runepreHsuu, BUY-undexumu, BITC (CJIL) u nepcu-
crupytoieit JTAI HOBOpOXIEHHBIX.

C 1951 r. nmon tepmunom «rnepsuuHast JII» (ITJIIN) mon-
pazymeBanach JII' HensBecTHOI THONOTUM B OTCYTCTBHE Ma-
TOJIOTMU CepIla U JIETKUX: KaK ceMeiiHble (10 6% oT uucia
6osbHBIX ¢ [1JIT), Tak 1 crtopamuuyeckue cirydau [3]. B 2003 .
Ha III BcemupHOM cuMmo3unyme, MOCBSIIEHHOM IMpodJjieMe
JIT', BMecTo TepMUHaA «epBUYHAsT» MPENTOKEHO MCIOIb30-
BaTh TepMuH WJIT 11 0603HaYeHUsI criopaguyecKux ciaydyaen
3abosieBaHus. Mcnonb3oBanue tepmuna [JIT npennonaraio
HaJmune TepMuUHa «BTopuuHas JI[», KOTopwlii OTMEHEH B
ki1accudukanuu 1998 r., MOCKOJIbKY OMUCHIBAT TEeTepOreH-

HyIO Tpymniy 3abosieBaHuii [4]. [Iyist ycTaHOBJIEHUST JMarHo3a
WJIT' Heobxonumo BbISIBUTH KpuTepuu JIAIT M uCKIOUUTH
BO3MOXKHBIE aCCOIMMPOBAHHBIE (POPMBI, KOTOpPBIE HMEIOT
CXOHYIO KJIMHMYECKYI0 KapTMHY M THaToMopdojoruyeckue
M3MEHEHMST MEJIKMX JIETOUHbIX cocynoB. JIAT xapakTepusyer-
¢ HajamuueM TpekanuuisipHoit JII' B oTcyTcTBUE 3ab0sieBa-
HU Jlerkux, xpoHnuyeckoit TOJIA, npyrux 0ose3Hel Kak BO3-
MOXHOW npuurHbl noBbieHus JICC u I[J'IACP_. B HacTosiee
Bpemsi nuarHo3 MJITT ykaspiBaeT Ha criopaguveckyro (Gopmy
3a00JICBaHMsI, KOTAa Y IMallMeHTa OTCYTCTBYIOT KaK HacJem-
CTBEHHBII aHaMmHe3, Tak 1 DP. Hacnenyemast JIAI' nuarso-
CTUPYETCSl TPU HAIMYUM CEMEITHOTro aHamMHe3a U/WUJU BbISIB-
JICHUM MyTallMii TEHOB, KOAUPYIOIIUX PELENTOPhl 2-TO TUTIA
Oeska KocTHOro MopdoreHeza — BMPR2 wan aKTUBUHIIO-
JoOHOM KMHa3bl — ALKI.

ITpu JIAT, uHayLIMpOBAaHHOU MPUEMOM JIEKapCTBEHHBIX
MpernapaToB U TOKCMHOB, B KauecTBe DP BHICTYMAIOT JieKap-
CTBEHHBIC TIpeTiapaThl 1 TOKCUHBI, IIPEICTaBIICHHBIC B TA0M. 1.

JIAT, acconmupoBanHas ¢ J3CT — BaxHasi KJIMHUYE-
ckas noarpymnmna JIAT, oHa MOXXeT BO3HUKATh ITPU CUCTEMHOM
CKJIEpOJIEPMUM, CUCTEMHOI KPAaCHOW BOJYAaHKE, CMEIIIAHHOM
3a00JICBAHUU COCAMHMTEIBHOM TKaHU, 0ojice penKo — IpUu
PEeBMATOUIHOM apTpUTEe, NEPMATOMHUO3UTE WM CUHIPOME
lerpeHa.

JIAT aBnsieTcst peikuM, HO yCTaHOBJIEHHBIM OCJIOKHEHM -
em BUY. Ilpu nopronerounoit runepronuun JIAI' corpoBo-
KITAeT MTOBBINIEHNE TaBICHUS B CUCTEME BOPOTHOI BEHEI.

IIpu JIAT BcnenctBue BITC knaccudukaumsi BpoxKIeH-
Hbix CJIL tum u pasmepsl AedekTa, HaaIu4dne Ui OTCYTCTBUE
BKCTpaKapAuaJIbHBIX aHOMaIUii u ctaTyc Koppekuuu BIIC.
Bce ot hakropsl BHOCAT BKJan B pazsutue JIAL, cunapoma
Di3eHMEeHTrepa U OMPEeISIIOT MPOTrHO3 Y OOJbHBIX.

CunHapoMm Dii3eHMeHIrepa MOXKET ObITh 00YCJIOBJIEH KakK
IIPOCTHIM, TaK U CIOXHBIM (0K0JIO 30% OOJIBHBIX) IIOPOKOM
cepana. Cpert TIPOCTHIX TTIOPOKOB CIIEMyeT OTMETUTh Hanbo-
Jlee 4Yactble — JAe(eKTbl MEXKeJlyI0YKOBOM IMeperopoaku

Tabanua 1. ®P pazsutua Al 1 acCOUMMPOBaHHbIE KAMHUYECKUE COCTOSIHUS

JlekapcTBeHHbIE MperapaTbl U TOKCHHbBI

onpeneneHHbIe BEPOSITHBIE BO3MOXXHbBIE MaJIOBEPOSITHBIE
AMUHOpEKC AmderamuH Merta-amderaMUuHbI AHTUIETTPECCAHTBI
DenpaypamMuH L-tpunrodan KoxkanH [TepopasibHble KOHTpa-
JHexcheHbaypaMuH XUMUOTEpaneBTUYECKuUe Mpernaparhbl LENTUBbBI
ParncoBoe macio DCTPOreHbl
TabakokypeHue
Jlemorpacduueckre 1 MeIMLIMHCKKUE YCIOBHUS

ITon bepemeHHOCTH — OXupeHue

ApTepuaibHasi Tumep-

TOHUS

3aboneBaHMs
onpeneneHHbIe BEPOSITHBIE BO3MOKHBIE MaJIOBEPOSITHbIE

BUY-undbexkuns [MopranbHas TunepTeH-

3us 3abosieBaHUST KPOBHU:
3abosieBaHUS MeYeHU

A3CT

BITC (CJILL) B-Tanaccemus

3abosieBaHUS IIIUTOBUIHOM XKeJIe3bl —

COCTOAHUE ITOCJE CIVICHOKTOMUN
CEPIOBUIHO-KJIIETOYHAA aHEMUA

XPOHUYECKHE MUEJIONPOJIndepaTUBHBIC 3a00JIeBaHNS
Penkue reHeTnueckue 3a06o0jieBaHUs WJIM OOJIE3HU OOMeHa:

0ose3ns [orre

607e3Hb @oH 'bepka
HacJIeICTBeHHAs reMOopparnyeckasi TeJieaHTuaKTasus (60-
sie3Hb Ocnepa—Bebepa—Panmio)
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AMarHocTmka u AedeHue Aero4Hox rMnepToHnn

(AMXKIT), necbexTsl MexxTIpeacepaHoit meperopoaxku (JAMIIIT)
U OTKPBITHIN apTepuainbHblii poToK (OAIl). Cunapom Dii-
3eHMeHTepa pa3BuBaercs y 10% HeorneprpoBaHHBIX OOJBHBIX
crapure 2 yer ¢ JIMXII mo6oro pasmepa, npu JIMIIIT —
MPUMEPHO Y 4—6% GOJIbHBIX.

JIAT pasBuBaercst moutu y Bcex 6onbHbIX ¢ OAIL y 50%
6oabHbix ¢ IMXKII npu nuamerpe nedekra Gosnee 1 cM u 'y
10% 6onbHbIX ¢ JIMIII npu muametpe nedekra 6oiee 2 cMm. Y
OOJILHBIX C MAJIBIMU U CpeTHUMU pa3Mmepamu nedekra JIT pas-
BMBaeTCs TOJILKO B 3% ciydaes [1, 2].

OOBIYHO paHHSS XUpyprUYecKas KOPPEKIUST TOopoKa
cepaua npenoTBpainaer passutue JII'. OmgHako y psina 00Jib-
HBIX TspKeNas pe3uayaibHas JIAIT pazBuBaercst mocie Xupyp-
TMYECKOI KOPPEKIINU TTOpOKa. B TaKMX KIMHUYECKUX CUTya-
LIASIX 9aCcTO HESICHO, MMENIOCh JIM HeoOpaTuMoe TopakeHue
JIETOYHBIX COCYIOB 10 XMPYPIMUYECKOIrO JIeYeHHUsI MOpoKa
cepllia WIM JIESTOYHOE COCYIMCTOEe 3a00jeBaHME MPOrpecch-
pyeT, HeCMOTPSI Ha YCTICIITHO MPOBEICHHYIO OIIepalItIio.

Knaccudukanus poxaennbix CJIII cepama:

1. Tun

IIpocroit: AMIIIT, AMKII, OAII, aHoManus JIerOYHbIX
BEeH

KomMOuHMpoBaHHBIN: enMHCTBEHHBIH Xenynouek; AMIITT
+ JIM2KT1T

2. Pa3zmephbl

Mauebrii (mpu IAMITI menee 2 cm u JIMKIT menee 1 cm)

Bbosnbiuoii (mpu AMIIIT 6omee 2 cm u JIMZKII 6osee 1 cm)

3. AccollMMpOBaHHbIE IKCTpaKapaAMaibHble aHOMAIUU

4. Cratyc KOppeKLMY ITIOpoKa ceplia:

— HEOIlepUPOBAHHBII TTOPOK

— YaCTUYIHO CKOPPEKTUPOBAHHBIN ITOPOK (J1aTa)

— CITOHTAHHO WJIM OINEPaTUBHO CKOPPEKTHPOBAHHBII
MOpOK (arta)

JIBOB u 1erovyHBIi KalmJLIIPHBIN TeMaHTUOMATO3 UME-
10T cxonHyto ¢ MJIT mopdoornueckyio KapTuHy, Mogo00HbIe
KJIMHUYECKUE MPOSIBJCHUS U FeMOJAMHAMUYECKHEe XapaKTe-
puctuku, a Takxke ®OP, 4TO MO3BOJSAET MPUUYUCIUTL UX K
rpyrie 1.

I'pynna 2 — JIT' BcJeacTBHe NMATOJIOTHH JIEBBIX OT/IEJIOB
cepaua. [Topaxenus aesoro xenynouka (JI2K) wiu knanan-
HOTO amnrapara JIeBbIX OTAEJ0B Cep/lia MPUBOASAT K IMOBBIIIE-
HUIO JaBJICHUS B JICBOM IIpeACEPINH, MACCUBHOE ITOBBIIIIE-
Hue JIJIA aBnsercs cieacTBremM oOpaTHOM Tepenayn aaBiie-
Hus [2, 6].

I'pynna 3 — JIT BceacTBue 3a00/1eBaHMii JIETKUX /WA TH-
nokcun. OCHOBHO MPUINHO pa3BuTus 310t popmbl JIT sB-
JIIeTCST aJIbBEOJISIPHAsI TUTIOKCHSI BCIIENCTBUE XPOHUYIECKUX
0oJIe3HEN JIETKUX, HATW4Usl HapyLIeHUs JIbIXaHUsI BO BpeMsl
CHa, NpeObIBaHUs B BEICOKOTOophe |1, 7].

I'pymma 4 — XTOJIT. Panee B 3Ty IpyIiry BKIIOYAIUCH
pasyiinuHble HOPMbI OOCTPYKIIMU JIETOYHBIX COCYIOB: 3MOOJIbI,
OITyXOJIM, MHOPOJHbIC Tea [§].

Ipymma 5 — JII' HeM3BeCTHOrO WM CMEHIAHHOTO TeHe3a
BKJTIOYAeT 4 pyOpUKU:

5.1. T'emaTtosornueckue 3aboseBaHust (MUeTOTpoIUde-
paTuBHbIE 3200J1€BaHMSI, TEMOJUTUYECKAST AaHEMUSI, CTUIEHIK-
TOMMUS).

5.2. CucrtemHble HapylieHUs! (BaCKYJIUTBI, CApKOMIO3,
TMCTUOLIMTO3, JMMGaHTHoieiiloMruomMaTo3, HelipogudpomMa-
TO3).

5.3. Metabonunyeckue HapylieHus (6one3Hb [oie, mato-
JIOTHSI IIIUTOBUIHOM KEJIe3bl).
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5.3. Ipyrue cocTosiHus ¢ coueTaHHbIM reHe3om JII (mm-
CTOMO3, KOMITPECCHST JIETOUHBIX COCYIOB, (hruOpPO3MpPYyIOIIMii
MEIMACTUHUT, XPOHWUYECKasl MOYedHasi HelIOCTaTOYHOCTh C
MPOBEIEHNEM FeMOANAIN3A).

®P u accounHpoBaHHble KJIMHUYeCKHe cocTosuus npu JII'

®P paszsutust JII'— 110601t 3K30TeHHBIN MO0 SHIOTCH-
HBII (pakTOp, COCTOSIHUE WU 3200JIeBaHUE, KOTOPOE MOXET
UrpaTh Mpeapacrnojiaraloulyo pojib WM CIOCOOCTBOBATH
pazsutnio JII'. ®P MoryT 6bITh (heHOTUITMYECKHUE TPU3HAKHU
(BO3pacT, TIOJ), JIEeKAPCTBEHHBIE TpernapaTbl, XUMUIeCKNe
BellecTBa, Bo30ynuTean uHdexkuuu u T.4. [1, 4]. TepmuH
«aCCOIMMPOBAHHBIE COCTOSTHUSI» UCIIOJIb3YeTCsI 1Tt 0003Ha-
YeHUsI TAKUX KIMHUYECKUX COCTOSIHUI, HaIMUMe KOTOPBIX
CBSI3aHO CO CTATUYECKU 3HAYMMBIM YBETUUEHUEM BEPOSITHO-
ctu pazsutust JII'.

AOcooTHbIN puck pa3Butus JII' mpu Haauyuu M3BeCT-
HbIXx PP 10CTaTOYHO HM3KMIA, TIOTOMY WHAMBUIYaJbHAsI
YYBCTBUTENBHOCTh WJIM TeHETWUYECKasl TMPeapaciioioXeH-
HOCTb, TTO-BUIMMOMY, UTPAIOT MIPUOPUTETHYIO poJib. Bce OP
M aCCOLMMPOBAHHBIE COCTOSTHUS MOXKHO KJIAaCCUMDUIIMPOBATh
B COOTBETCTBUM CO CTeNeHblo cBsi3u ¢ JII' u Hanmuvus ee mpu-
YuHHI (cM. Ta0I. 1).

Paznmuuaror «omnpeneneHabie» @P passutus JII u acco-
LIMMPOBAaHHbBIE COCTOSTHUS, YTO O3HAYAET HAJIMIME B3aUMOC-
BSI3€li, MOATBEPXKAEHHBIX HECKOJbKUMU HE3aBUCUMBIMU Ha-
OMIONEHUSIMM, BKIIIOYAsT KOHTPOJMPYEMbIe WCCIIEIOBAHUS;
«BEPOSITHBIE», O KOTOPBIX CBUIETEILCTBYET DSl HE TIPOTUBO-
pevanmx apyr Ipyry HaGIIoIeHUI, B TOM YHMCIIe CEPUM CITyda-
€B, OTHAKO UM He MPUTMCHIBAETCS POJIb yCTAHOBJIEHHOM MIPU-
YUHBI; «<BO3MOXHBIE», KOT/IA IPUIMHHO-CIECTBEHHAs CBSI3b
TPENITOJIaraeTcsl Ha OCHOBAHUY CEPUU KIIMHUYECKUX HAOII0-
NeHWI, PETUCTPOB, MHEHUH SKCITEPTOB; «MaJIOBEPOSITHBIE», C
HaJIM4MeM KOTOPBIX CBA3bIBaIMCH cinydyau JII', Ho B KOHTpoiu-
PYEMBIX WCCIIEIOBAHUSIX MPUIMHHO-CIEICTBEHHAs! CBSI3b HE
JoKa3aHa.

Onuaemuoorus JII'

DNUAeMUOJIOrMYEeCKUe JaHHbIE O PACIpPOCTPAaHEHHOCTHU
JIT xak B Halleii cTpaHe, TaK U MUPE B HACTOsIIIEe BPEMSI OT-
cyTcTBYIOT. [1o maHHBIM 3apyO6ekKHBIX HAOMIOACHMI, TIPU X0~
KapauorpauyeckoM CKpuHUHTe 13 4579 60IbHBIX TTIPU3HAKU
JIT (cucronuueckoe IJIA — CIJIA — Bbiiie 40 MM PT.CT.) BbI-
aBsunch y 10,5% GonbHbIX [9]. W3 Hux TonbKO Y 4,2% marm-
eHToB umenace JIAT, y 78,7% — JIT' BciiencTBUE MATOJNOTHI
JIEBBIX OTIEJIOB cepaua, y 9,7% — JIT Ha (poHe ImaToIoruu Jer-
kux, y 0,6% — XTOJIT, B 6,8% ciyyaeB yCTaHOBUTb TUArHO3
He MpeACTaBIsIOCh BOBMOXHBIM [9].

Ipymma 1. JIAT oTHOCHTCS K YMCITy peIKUX 3a00TeBaHU.
IMo srMaeMUOIOTMYECKUM NaHHBIM, B OOIIEi TMOITYJISIINT
pacnpoctpaHeHHOCTb JIAD coctaBisier 15 cinyvyaeB Ha 1 MuIH
HaceneHus, MUJII'— 6 ciyyaeB Ha 1 MJTH HacelleHusI, a 3a00J1€e-
Baemoctb MJIT nocturaet He 60jee 1—2 ciydaeB Ha 1 MJTH Ha-
ceneHus B rof [1, 5, 9]. MJIT' MoxeT BO3ZHUKHYTH B JIOOOM
BO3pacTe He3aBMCUMO OT IoJja U packl. Hanbosee yacto ne-
010T 3a00eBaHMst oTMedaeTcst B 20—30 neT y 3KeHIuH, B 30—
40 et y myxxunH. CornacHo maHHbiM peructpa NIH (CILA),
BKitovaBiieM B 1981—1985 rr. 187 GoibHBIX B CpeIHEM BO3-
pacte 36 JIeT, COOTHOIICHUE KeHIIIMHbI/MYKYUHBI COCTaABIIIO
1,7:1, npu atoM 9% mnauueHToB Obliu crapiie 60 jer, 8% —
mogoxe 20 et [10]. Cpennuit mepuon ot nedroTa 3aboeBa-
HUSI 0 MOMEHTA YCTAaHOBJIEHUSI TMarHO3a COCTaBJISLT OKOJIO 2
JieT. Peructpsl, BhIMOJHEHHbIE B TTOCIEAHUE TOMIbI, YKa3bIBa-
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W.E. YazoBa u coaBT.

IOT Ha U3MEHeHUe AeMorparuyecKmux xapaktepucTuk. Tak, B
eBpOMENCKUX CTpaHax cpeaHuil Bo3pacT O0onabHbIX WIIT Ha
MOMEHT YCTaHOBJICHUST TUAarHO3a COCTaBWII 52 rofa, COOTHO-
IIeHre KeHIIMHBI/MYyXurnHbl — 1,6:1. [To poccuiickum maH-
HBIM 3a mocienaHee 10-71eTre HAOMIOIEHUST OTMEYAeTCsl BO3-
pacTaHue OTHOIUEHMS JXKEHIIMHBI/MYXYMHBI 10 6,5:1. Bo3-
pacT Ha MOMEHT YCTaHOBJICHUSI TUATHO3a COCTABIISIET y OOTb-
Heix MJIT 31,2 rona [11]. [lepuon ot nedioTa 3aboieBaHus 10
MOMEHTa YCTaHOBJICHUS TMarHO3a MO-MPEKHEMY COXpaHSIEeT-
csI OKOJIO 2 JIeT.

B ctpykrype JIAT 110 JaHHBIM perucTPOB Ha JOJIIO Malr-
eHnroB ¢ MJIT npuxonurcs 39,2% GonbHbBIX, ¥ 3,9% 60IBHBIX
MMeeTCsl CeMEeMHbIN aHamMHe3 3abosneBanus [2, 12]. [1pu ce-
MeitHbIX hopmax JIAT B 70% ciyuaeB BBISIBIASIIOTCSI MyTall1
reHa, KOIUPYIOIIETO pelentopa 2-ro Tuma 6ejkKa KOCTHOTO
mopdoreHesa (bone morphogenic protein receptor-2 —
BMPR?2). On npuHamiexkuT K ceMeicTBY TpaHC(hOPMUPYIO-
mux ¢dakropoB pocta (transforming growth factor  —
TGF-B) u HacaenyeTcs 10 ayTOCOMHO-TOMUHAHTHOMY TUITY
¢ HenoJiHoM nieHeTparueit (20%). Y 6onbhbix ¢ JIAT Ha poHe
60se3Hu Ocnepa— PaH10 BBISIBASIOTCS MYTALlMU T€HOB, KO-
JNUPYIOLINX peleNTOPbl aKTUBUHITOA00HOM KnHa3bl — ALK 1
WY SHIOTJIMHA.

Cpenu accolMUMpOBaHHBIX (OPM MpeodagaloT ciydyau
JIAT BcaenctBue A3CT (15,3%),y 11,3% — Ha ¢one BIIC, y
10,4% — mopraiabHOi rurnepreHsuu, y 9,5% — mpuema Je-
KapCTBEHHBIX IpenapaToB/TOKCUHOB, y 6,2% — BUY-
uHdekuuu [9].

Ipymna 2. ¥V 6onbHbix JII' Ha (poHe 3abo0sieBaHUIA JIEBBIX
OTIIEJIOB Cep/lia He 00HAPYKMBACTCS TeHETUIECKOTO cyOcTpa-
Ta 3aboseBanu [6, 9]. PactipoctpaneHHOCTh JIT Mpu XpOHU-
yecKkoi cepaeuHoi HepoctaTouHocTu (XCH) Bo3pacraer no
Mepe HapacTaHus ¢pyHKIroHanbHoro kiacca (PK). Ipusna-
ku JIT BoisiBasitotest y 60% GonbHbix ¢ XCH Benenctue cu-
cronmueckoit nucdynkunu JIK u moutn y 70% mammeHToB ¢
M30JIMpOBaHHON Aauactoiuuyeckoit nuchynkuueir JIK. Pac-
npocTtpaHeHHOCTh JII' pu KmanmaHHBIX TOPOKaX JIEBbIX OTIC-
JIOB Ceplla 3aBUCUT OT BBIPAKEHHOCTH 1e(PEKTOB U KIIMHUYEC-
ckoif cumnroMatuku. JIT' pa3BuBaeTcs IpakKTUUECKU BO BCEX
cIIyyasix IOpakeHUid MUTPAJIbLHOTO KjlarmaHa v Mo4TH B 65%
CJIyJaeB IMPU CTEHO3€ YCThsI AaOPTHI.

Ipymma 3. [Tpu JIT" BcaencTBue maronornu JeTKUX W/ Uiau
TUTIOKCEMUN TOJIBKO B OIHOM WCCJIEIOBAHUM Yy OOJBHBIX
XOBJI onucan nonumopdusM reHa ceporoHuHa [12]. Pac-
npoctpaHeHHOcTh JIT mpu XOBJI npu Haau4muu, 1o MeHbllei
Mepe, OTHOU TOCTIUTAIN3AK BCIACICTBUE YCYTYOJICHMS IbI-
XaTeJIbHOW HeOCTaTOYHOCTH cocTaBiisieT moutu 20% cirydaes.
B paszBepnyroii ctanun XOBJI yacrora passutus JII' Bo3pac-
taeT (>50%), onHako crerneHb moBbimeHust J1JIA oGbI4HO He-
oonbmiasg. [Ipm MHTEPCTHIIMATBHBIX 3a00JIEBAHUSAX JICTKUX
pactipoctpanenHocts JIT' cocrasisier 32—39%. Coueranue
¢Gudposa u 3MpU3EeMBbI JIETKHUX CIIOCOOCTBYET 00Jiee YacTOMY
BO3HUKHOBeHUO JIT.

Ipymna 4. [Tpu XTOJII' reHeTnyeckuii cyocrpaT 3aboe-
BaHUs He oOHapyxuBaetcs |8, 13]. Hactora pazsutus XTOOTI'
nocye nepeHeceHHoi octpoit TOJIA Bapbupyetcst ot 0,5 1o
3,8%. Cuutaercsi, uto y 50% GonbHbIX ¢ 3T0M opmoii JII' B
aHaMHe3e MOXeT He OBbITh ocTpoil TOJIA mim Tpombo3a TIy-
OOKIMX BeH HIDKHMX KOHEYHOCTEH.

I'pynna 5. B o1y rpynmny BKJIIOUEHBI pa3jivuuyHbie (hOpMbI
JII" HeM3BeCTHOro WJIM CMelIaHHOTro reHe3a. BBuay ee rere-
POTEHHOCTH He TPEICTaBISIETCS BO3MOXHBIM OLIECHUTh pac-

8

NPOCTPAHEHHOCTDb U HaJIMYMe TeHEeTUYEeCKOro cyocrpara 60-
ne3nu [9].

ITaTorenes JIT'

B naTtoreHese 3a60ieBaHUS BBIICISIOT 4 OCHOBHBIX MTATO-
(uznosornyeckrx 3BeHa: 1) BA30KOHCTPUKIIUS; 2) peayKIust
JIETOYHOTO COCYIUCTOTO pycia; 3) CHMXKEHUE 3JaCTUYHOCTH
JICTOYHBIX COCYIOB; 4) oO0IuTepanusl JETOUHBIX COCYIOB
(TpoM©003 in situ, mpoaudepaius raaaKuX MbIIIEYHBIX KIETOK
— I'MK).

Jlo HacTosIero BpeMeHM TOYHO HE YCTAaHOBJIEHBI MPO-
LIECChI, UTPAOIIME MTYCKOBYIO POJIb B PA3BUTUU MATOJOTHYE-
CKMX U3MEHEHU B ierouHbix cocynax rpu JII'. CoBpemMeHHbIe
teopuu natoreHesa JII' hokycupyloTcst Ha AMCHYHKUUU WA
MOBPEXACHUU 3HIOTENUs, TTPUBOMASIINX K HapylIeHUI0 Oa-
JIaHCa MEXAY COCYIOCYKMBAIOLINMU Y COCYI0PACIIUPSIONIN -
MU BellleCTBaMU U pa3BUTUIO CyxXKeHUs cocynoB [1, 9, 14]. Oc-
BOOOXIEHUE HEUACHTUMULIMPOBAHHBIX XEMOTAKCUYECKUX
BEILECTB U3 TTOBPEXACHHBIX KJIETOK SHIOTEJMSI BHI3bIBACT MU~
rparuto MK B MHTUMY JIeTOYHBIX apTepuojl. CeKpelust JIo-
KaJIbHO aKTMBHBIX METUATOPOB BHIPAsKEHHOTO COCYIOCYKIBa-
IOIIET0 NEHMCTBUS CITOCOOCTBYET pa3BUTHUIO TpomboO3a in Situ,
TpaHC(HOPMUPYS COCTOSTHUE JIETOUHOTO COCYAMCTOTO pycia U3
OOBIYHOTO AHTUKOATYJISTHTHOTO (BCJICACTBIEC BHICBOOOXKICHMS
MPOCTAIMKIIMHA ¥ MHTUOMTOPA TKAaHEBOTO aKTUBATOpa TuIa3-
MMHOTI€Ha) B MPOKoaryjasiHTHoe. B pe3ysbrate obpasyercs mo-
POYHBII KPYT: MMOBPEXIEHNE SHAOTEMSI HEYKJIOHHO MPOrpec-
CHUpYET Y IPUBOIUT K PEMOICTUPOBAHUIO JIETOYHBIX COCYIOB,
HapacTaHWIO OOCTPYKIINU U 00JIUTepaliny cocynoB. [1pu aTom
MaToOJOTMYECKUE MPOLIECChl 3aTparMBaroT BCE CIOU COCYAM-
CTOIl CTEHKM, pa3IWYHbIC TUIIBI KJIETOK — 3HIOTEIUATbHBIC,
I'MK, ¢pubpobaactel. B agBeHTUIIMM OTMEYaeTCs MTOBBILIIEH-
Hasl TIPOAYKIIMS IKCTPAIeJUTIONIIPHOTO MaTpuKca, BKITIOYast
KOJIJIareH, 2JJaCTMH, (pUOPOHEKTUH M TeHacuuH. Bocmanu-
TeJIbHbIC KJIETKU M TPOMOOLIMTHI TAKXKE UTPAIOT CYIIECTBEH-
Hyl0 poJib B pazsutuu JII'. B miazme kpoBu 60bHbIX JII' mo-
BBIIICHBI YPOBHM MPOBOCIAIUTEIbHBIX IIUTOKMHOB, B TPOM-
OolMTax HapyllaeTcs MeTaboIu3M cepoToHrHa [15, 16].

ITpu uccremoBaHMU Ba30aKTHMBHBIX BEIIECTB MOKAa3aHbI
MOBBIIICHHAS TTPOAYKIINS TPOMOOKCAHA M MOIIHOTO COCYIIO-
CY>XKMBAIOIIETO MEeNTUAA SHIAOTEJIUATBHOTO MPOUCXOXIECHUS C
MUTOTE€HHBIMU CBOICTBaMU B OTHOIeHUM [ MK — sHpoTenu-
Ha-1 (OT-1), geduuur BazoamyiaTtaTopa MPOCTALMKINHA U
okcumaa azora (II), wm NO [14, 17].

Y 6onpimHCTBa 00/IBHBIX € ceMeliHoM JIT', a Takxke y psina
0o0sbHBIX cOo criopaaudyeckumu ciydasmu JII' (UJIT) BbisBasi-
eTCsl accouuanus ¢ MyrauusiMu reHa BMPR2. OnHako 10 cux
MOp He YCTaHOBJICHA MTaTOOMOJIOTHYECKAsT B3aAUMOCBSI3b TeHe-
TAYecKux HapylueHuid u passutus JII' [1, 18]. O6paiaior
BHUMaHUe BbicoKas yactota UJII' u HU3Kas neHeTpaius npu
cemeitnoit JII' (mpumepHo 20% myTaluii MPUBOAUT K MaHMU-
(ecTamu 3a6osieBaHsI), KOTOPHIE YKA3bIBAIOT HA TO, YTO IS
pa3BUTHsI 3a00JIeBaHUST HEOOXOMMMBI TOTIOJHUTENIbHBIE TTy-
CKOBbI€ (DAKTOpPBl. DTO MOXKET OBbITb MOJUMOP(PU3M T'EHOB,
konupyomumx NO-cuHTasy, KapoumuiagocharcuHTasy, CUH-
Te3 TMIePEHOCYMKOB CEPOTOHMHA, VI IPYTUE CTUMYJIBI, OTBET-
CTBEHHBIE 32 KOHTPOJIb POCTA JIETOYHBIX COCYTUCTHIX KIIETOK.
Y oTnesbHbIX MAlMEeHTOB, a TAKXKE B CEMbSIX C HACJIEACTBEH-
HOI TeMopparmyeckoil TejeaHrnaKrasueir (6ose3Hbp Ocre-
pa—Bebepa—Panmio) omrcaHbl MyTalluM TEHOB PELIETITOPOB
B-dakTopa HEKpO3a OMyX0Ju, aKTUBUHITOA00HO KMHA3bI-1,
sHaorMHa [19].
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AunarHocTmka m Ae4eHme Nero4Ho#i rMnepToHnm

Takum oGpa3om, OTAeJIbHBIE MaTOOMOJOTHYECKHUE TPO-
LIeCChl B KJIETKaX M TKaHAX 60JbHBIX JII' ycTaHOBICHBI, OTHA-
KO B3aMMOJIEICTBUE STUX MEXaHU3MOB B Pa3BUTUU U TTPOTpec-
CUpOBaHUM 3200JIeBaHUSI TOYHO HEU3BECTHO. MOXHO Mpea-
MOJIOXUTD, YTO HACJIEACTBEHHASI MPEPACIIONOKEHHOCTh pea-
Jm3yeTcs o BosaeiicTeueM PP, yTo MpuBOANT K U3MEHEHU -
SIM KJIETOK Pa3IWyHbIX TUTIOB (TpoMOoiuThel, MK, sHmore-
JIMaJIbHbIE, BOCTIAIUTE/IbHBIC KJIETKH), a TaKXKe B OKCTpallesi-
JIIOJIIPHOM MAaTpUKCE MUKPOLIMPKYJISTOPHOTO PYC/Ia JIETKUX
[1,9].

[ucbanaHc Mexny TPOMOOTHUYECKMMM, MUTOTEHHBIMU,
MPOBOCTIATIUTEIbHBIMU, COCYAOCYKUBAIOIIMMU (HaKTOpaMu 1
MexaHU3MaM1 00paTHOTO NEUCTBUSI — aHTUKOATYISTHTHBIMMU,
AHTUMUTOTEHHBIMH, COCYIOPACIIMPSIOMINMU, CITOCOOCTBYET
CY>XEHUIO COCYIOB U TpoMOO3aM, MposiucepaTUBHBIM U BOC-
MaJUTETbHBIM U3MEHEHUSIM B JIETOYHOM MUKPOLIMPKYJISITOP-
HOM pyciie. IMEHHO 3T MeXaHU3Mbl OTBETCTBEHHBI 3a pa3-
BUTHE U TTIPOTPECCUPOBAHNE MATOJIOTUICCKUX OOCTPYKTUBHBIX
MPOLIECCOB B JIErouHbIX cocynax rpu JII', koropoe npuBOIUT K
yBesnueHuto JICC, meperpyske M AeKOMIEHCALMU MPaBOro
xkenmynouka (I12K), cMmepTu 60IbHBIX.

JIunarnoctuka JIT'

Crparerust muarHoctuku ripu JIT mpeamnosnaraet nmposeze-
HHME KOMIUIEKCHOTO OOCJIeNOBaHUs C IIeJbI0 YCTAHOBJICHUS
JIMarHo3a, OlLeHKM KJIMHUYecKoro kiiacca u tuna JII', a Takxke
(DYyHKIIMOHAIBHOTO M TEMOAMHAMMYECKOIO CTaTyca MalreH-
ToB. llenecoobpa3Ho BBIACIUTH CIEAYIONINE 3TAIbl TUArHO-
cThyeckoro U auddepeHImaibHO-AMarHoCTUYeCKOro Impo-
uecca [1]:

Dranbl guardocTuku JII'

1. ITono3penne Ha HaaM4ue y 60sbHOTO JIT

— KJIIMHUYECKUE CUMITTOMBI

— ¢uznyeckoe obcaenoBaHUE

— MpOLeAYPbl CKPUHUHTA

— CIlyJaiiHble HaXOIKU

1. Bepudukauus auarnosa JII'

— 3JIeKTpoKapanorpapus

— peHTreHorpadust OpraHoB rPyAHON KJIETKU

— TpaHcTopakaabHas axokapauorpadus (9xoKI')

— KaTeTepu3alius paBbIX OTAETOB Cep/lla, TeCThl Ha Ba-
30peaKTUBHOCTh

III. YeranoBnenne kauauyeckoro kiacca JII'

— oleHKa yHKIMKU BHelTHero apixanust (PBJ)

— aHaJIN3 Ta30BOTO COCTaBa apTePUAbHOI KPOBU

— BEHTWJISIIMOHHO-TIepdY3NOHHAsT CIIMHTUTpadUs Jier-
KUX

— komrboTepHast Tomorpadus (KT)

— aHruornyjabMoHorpadus (AIIT)

— oueHka JIAT™:

— TUIT. aHAJIU3bl KPOBU, UMMYHOJIOTUSI, TecT Ha BUY,
Y3U BHYTpEeHHUX OPTaHOB;

— (pyHKUMOHATBHASI CIIOCOOHOCTb OOJILHBIX: TECT C
6-munyTHO# xonb6oii (TLIX), kKapauomyTbMOHAIBHBINA TECT
(MakcuMaJibHOE MOTpebeHUe KUCIIopoaa, aHadpOOHbI TT0-
por)

Ortan 1. [Togo3penne Ha Haamuue JII'
(JIT—npenBapuTeIbHBIIA TUATHO3)

Kiunnyeckue mMpU3HAKM M CHMMITOMbBI, YKa3bIBalOIue Ha
namuue JIT. Bee kiiuHuyeckue cummnroMsl JIT', BeIsiBiIsieMble
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MpU paccrnpoce U OCMOTPe OOJIbHBIX, HEMAaTOTHOMOHWYHBI,
YTO YaCTO 3aTPYAHSET PaHHIO TUarHOCTUKY 3aboneBaHus |1,
14]. CriekTp KJIMHUYECKUX CUMIITOMOB (OIbIIIKA, CIa0OCTh,
MOBbILLIEHHAsI YTOMJIIEMOCTb, 00 B 00J1aCTH cepjlla, rojo-
BOKPYXXEHUSI I CUHKOIAJIbHbIE COCTOSIHMS) OOYCJIOBJICH IJIaB-
HBIM 00pa30M IBYMSI OCHOBHBIMHM ITPUYMHAMMN — HapyILICHM-
eM TpaHcropta Kuciopona u cHuxkenuem CB. Kpome toro,
XapakTepHbIMU cuMnToMamu JIT SBJISIIOTCS Kalniesb U KpOBO-
XapKaHbe.

Ha wnavanpHOM 3Tame 3aboieBaHME MOXET IPOTEKaTh
06eCCMMIITOMHO, TeM He MeHee OJIBIIIKA TTPY (U3UIECKUX Ha-
rpy3kax — HamOoJiee YacThblil CUMIITOM Je010Ta 3a001eBaHuUS.

O0bliika MHCITMPATOPHOIO XapaKTepa BbIpaXkeHa B pa3-
JIMYHOW CTETICHU: OT MUHUMAaJIbHOW, BO3HUKAIOIIEH JIUIIb
MPpU 3HAYUTETLHOI Harpy3Ke, 10 BOZHUKAIOIIEH Jaxe B TOKOe
U TIpY He3HAUMTEIbHbIX yeuusx. Kak mpaBuio, ¢ TeueHueM
00JIE3HU OIBIIIKA ITPOrpeccuBHO HapacTaeT. I1pu aToM npu-
CTYITBI YIYIIbs OOBIYHO HE HAOTIOAAIOTCS.

boau 6 epyoroii kaemie 0OBIYHO UMEIOT HEOTIPEICICHHBIM
XapakTep: JaBsllive, HOIIMe, KOJIolKe, CXXUumalolue; 6e3
YETKOIO Hayajia, MpOJOJIKUTEIbHOCThIO OT HECKOJIBKUX MM-
HYT IO CYTOK, YCUJIMBAIOTCS TpU (U3NYECKUX HarpysKax,
0OBIYHO HE KYITUPYIOTCS TIPUEMOM HUTPOTJIMIIEpUHA. Y psina
nauueHToB ¢ JII' oTMeyaroTcsi TUMMYHbBIE MPUCTYIbI CTEHO-
KapIMu — MHTEHCUBHbBIE MTPUCTYIOOOpa3HbIe 00K CKUMAKO-
1IIETO XapaKTepa, JJOKAIU3YOIIKNeCs 3a TPYANHOM, MHOTIA Up-
panuupylolye B JIEBYIO JIOTATKY U JIEBYIO PYKY, YTO MOXKET
MacKMpPOBaTh MIIEMUYECKYIO O0JIE3Hb CepIlia 1 daxKe OCTPhIi
nHGAPKT MUOKap/a.

Bonee ueM y 50% GoabHbIX JIT' 0TMEUalOTCsI TOJIOBOKPY-
XKEHUsT 1 0OMOPOKH, TTPOBOLIUPYeMble (hpU3MUeCKOi Harpys-
Koit. OGbIYHAS MPOIOKUTETbHOCTE 0OMOPOKOB 10 2—5 MUH,
nHoraa 10 20—25 MuH. BobIIMHCTBO OOJBHBIX KATYIOTCS Ha
cepanedreHnss U mepebon B paboTe cepilla, MPW 3TOM Ha
snekTpokapauorpamme (DKI') 310kauecTBeHHbIE HAPYILIIEHUS
puUTMa, KaK IpaBUIO, HE PErMCTPUPYIOTCS, Yallle UMEeTCsT CH-
HycoOBasl TaXMKapaus.

Kawenv otmeuaercs y '/, Gombubix JIT, cBasan, mno-
BUIMMOMY, C 3aCTOWHBIMU SIBJICHUSIMA U TIPUCOCTUHEHUEM
BOCMAJIUTEbHBIX UBMEHEHM B JIETKUX U OpOHXaX.

Kposoxapranve (10 10% GonbHbIX ¢ JI[') 0OBIYHO BO3HU-
KaeT OMHOKPATHO, HO MOXKET MTPOIOJIKATHCSI HECKOJIBKO THE,
00YCJIOBJIEHO KaK TPOMOO3MOOIUSIMU B MEJIKME BETBU JIETOU-
Hoit aprepun (JIA), Tak U pa3pbIBOM MEJIKMX JIETOYHBIX COCY-
TIOB B CBS13U ¢ BhIcOKOI JIT.

IIpu dusmueckom ocMmotpe nauumeHToB ¢ JII' HanbGosee
YacTO BBISIBIISIETCS aKpPOLIMAHO3, TIPU JUTUTEIEHOM TEYCHUU
00JIe3HU — U3MeHeHMe (hajlaHT TaJIbLIEB 0 TUITy «OapabaH-
HBIX TIaJIOYeK» U HOTTEU B BUIE «4aCOBBIX CTEKOJ», M3MEHE-
HUe (GOPMBI TPYIHOU KJIETKH Y OOJBHBIX C SM(MU3EMOI JIETKUX
(«60uko0Opa3Hasi» rpyaHas kietka). [Ipu pa3Butuu npaso-
KenynoukoBoit CH y 001bHBIX OTMEYaloTCsl HaOyXIIue et -
HbIe BEHbI, rermaToMeranusi, nepudepuyeckue OTeKu, acluT.
IMpu ayckynbTaniuy ¢ OONBIION IOl BEPOSITHOCTU MOXKHO
BBISIBUTH TIATOJIOTHIO JIETKUX M Cepilla, a TakKe OMpelesnTh
BbIpaxkeHHOCTb JII'. XapakTepHbIMU ayCKYIbTaTUBHBIMU MPU-
3nakamu JII" cinyxar akueHT 11 Tona Hag JIA, mancucronnye-
CKMI1 IIIyM TPUKYCITUOATBHOI HeToCTaTOYHOCTH, IiyM ['pexe-
ma—Cruia.

CUMNTOMBI, CBSI3AHHBIE C COMYTCTBYIOIMMH 3200./1€BAHUs-
M. OpPTOMHO® M MapOKCU3MaJIbHOE HapacTaHWE OIBIIIKKU B
HOYHBIC Yachl YKa3bIBacT Ha ITOBHIIICHNE BEHO3HOTO JIaBJIc-
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W.E. HYa3zoBa u coaBr.

HUS U 3aCTOMHbBIC SIBJICHUSI B MaJIOM Kpyre KpOBOOOpaIeHUS
BCJICAICTBUE TIOpaKEHMS JIEBBIX OTHEIOB cepana [1, 9]. Ap-
TPaJITUM, KOXKHBIE TIPOSIBIICHUS, TUXOpaIKa v IpyTre CUMIITO-
Mbl 3a00JIeBaHUI COEAMHUTENbHOM TKAaHM YKa3bIBalOT Ha
cBs13b onblKK ¢ JI3CT. Xpan u HOYHOE aItHO?, CBSA3b ObIILI-
KU C HapyIIeHUSMU IbIXaHWSI BO BpeMs CHa 0OYCIIOBIMBAIOT
HeoOxonumocTb nipoBenenust AT

CuMnTOMBI IpOrpeccupoBanus 3adoaeBanns. OTeKU HIK-
HUX KOHEYHOCTEM, aCLIUT, CHIDKEHUE arlTeTUuTa, BhIpakeHHas
¢1a00CTh CBUACTEILCTBYIOT 0 mucyHKuum [12K, HapactaHun
TPUKYCITUIATBHONW HETOCTaTOUHOCTH. JIJIT OIleHKU TUHAMU-
K1 3a00J1eBaHUs U (P (PEKTUBHOCTU Teparuu HEOOXOAUMO KO-
JIMYECTBEHHO OLIEHUBATh TOJEPAHTHOCTh K (DM3UYECKUM Ha-
rpy3kam ((yHKIIMOHAIbHBIN Kiace, TIIX).

AHaMHecTHYeCKHe JaHHble. YUNUTHIBAsT YCTAHOBIEHHBIH Te-
HeTtnyeckuiil acnekT JIAT', He0OXOAMMO UCKITIOUUTh XapaKTep-
HYIO KJIMHUYECKYI0 CUMIITOMATUKY Y POACTBEHHUKOB OOJIbHO-
ro. Cienyer yduThIBaTh IMMOTCHIMATBHBIN PUCK pa3BuTus JIAT
MPpU TIPUMEHEHWM JIeKAPCTBEHHBIX TIPerapaToB, TOKCHUHOB
(AHOPEKTUKU, paricoBoe Macjo), XuMuoreparnuu (Lukiaopoc-
daH, 6;1eoMULIMH 1 Ap.) [2]. JluarHo3 BbICOKO BEPOSITEH Y 00JIb-
HbIX ¢ cumntomamu JIADT, BosHukarommmu Ha ¢one JI3CT,
nopraibHoOil runepreHsuu, BUY-undekuuu, BITY co copo-
COM KPOBH CJIeBa HaIrpaBo, BEHO3HBIX TPOMOO30B.

Oran 11. Bepudmkamus muarnosza JIT

[Ipu oOGHapyXeHUU TeX WJIM MHBIX MaTOJOTMYECKUX U3-
MEHEeHWI1, yKa3biBaomux Ha Hamuue JII', Heo6xoammo rmpo-
BECTH PsIl MTHCTPYMEHTATBHBIX UCCIIEIOBAHMIA.

Dnekmpokapouoepagus BBIIBISET MPU3HAKU TUMEPTPO-
¢un u nieperpysku [12K, nunaraimmuy u runepTpoduu MpaBoro
npencepaus — I1IT (p-pulmonale), OTKIIOHEHUE 3IEKTpUYC-
ckoit ocu cepaua Brapaso. ['uneprpodust 12K BoisBasieTcs y
87%, OTKIIOHEHUE 3JIEKTPUYECKOM OCH Cepjlla BIpaBo — Yy
79% GonbHbIX UJIT. YuuTbiBasi, 4TO 4yBCTBUTEIBHOCTD 3JIEK-
tpokapauorpaduu rpu JIAT cocrasisier aumib 55%, a cren-
nduaHocts — 70%, MeTom He Bceraa MPUMEHUM IS CKPH-
HuHra B nuarHoctuke JIAI. ¥V GonbHbIX ¢ Tsikenoit JIAT mo-
XKeT oOHapyXuBaTbcs HemaMeHeHHast DKI [ 1, 20].

Ecin namenenus Ha DKI' BO3HMKAIOT JIMIIIb TIPU JOCTA-
TOYHO BBIPAXXEHHOW TUIEePTPOMUM MPaBbIX OTIEIOB CEpla,
TO C MOMOIUBIO 8eKMOpKapduoepaguy MOXHO AUArHOCTUPO-
BaTh 3TU U3MEHEHUs B Oosiee paHHUX cTanusx [1]. Poroxap-
duoepagus TIO3BOJISIET HE TOJBKO AMATHOCTUPOBATH TUTIEPTO-
HWIO WY TUTIEPBOJIEMUIO B MaJIOM Kpyre KpOBOOOpAIIEHNsI,
HO M OTHOCHUTEJIbHYIO HEAOCTAaTOUYHOCTh TPUKYCIUAATBHOTO
KJamnaHa u kianaHa JIA, Ho 1 0OHapyXuBaTh TPUOOPETECHHbBIC
u BIIC, Bei3biBatomme JII [14].

Peumeenoepagus opeanos epyonoil Kaemku TIO3BOJISIET
YTOYHUTB 3TUOJIOrUIO JIT': BBISIBUTH MHTEPCTULIMANIBHBIE 3200~
JIEBaHUS JIETKUX, MPUOOPETEHHBbIE W BPOXAEHHBbIE MOPOKU
cepaua, a Takxke cynuTh o Tskectu JIT. OcCHOBHBIMU peHTTe-
HoslormyeckuMu npusHakamu JII cirykaT BeIOyXaHUe CTBOJIA
U JieBoit BeTBU JIA, KOTOpbie (POPMUPYIOT B MPSIMOI MPOEK-
mu 11 gyry mo ieBoMy KOHTYpY Cep/lia, paciliipeHrue KopHei
JIETKUX, YBEJIMYEHMeE MpaBbIX OTaesI0B cepaua [1, 9, 14]. Y 90%
O6osibHbIX MJIT HAa MOMEHT YCTaHOBJIEHUS MarHo3a, y 060jb-
HbIX ¢ Msirkoit JIT' BciencTBue 3a00J1eBaHUI JIEBBIX OTAENIOB,
npu JIBOB peHTreHosornyeckass KapTuHa JIErKMX U cepala
MOXeT ObITh HE U3MeHeHa. Y 0oJbinHCcTBa 001bHBIX UJIT oT-
MeJaeTcsI MMOBLIIIEHNE TIPO3PAYHOCTH JISTOYHBIX ITOJIEH Ha Tie-
pudeprn 3a cueT 06eTHEHUST IESTOYHOTO PUCYHKA.
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Tpancmopakanvuas IxoKI' cuutaercs Hanboee IeHHbIM
HEMHBA3MBHBIM METOIOM nuarHocTuku JII', Tak Kak He TOJIb-
KO TT03BOJISIET OLIEHUTh ypoBeHb JIJIA, HO 1 gaeT BaxKHY1O UH-
dopmanuio o npuuurHe U ocnoxxHeHUs1x JII'. C moMolibio 3To-
ro METoJa MOXHO HCKJIIOUUTh IMOpPaXeHUs MUTPaIbHOTIO,
aopTaJIbHOTO KJIalaHoB, 00Je3HN Muokapaa, BIIC ¢ myHTH-
poBaHUEM KPOBM CJieBa HaIlpaBoO, MPUBOASIINE K Pa3BUTHIO
JIT (1,9, 21].

V nauuenTtoB ¢ JII' BhIABIsIETCSl pacIlIMPEHUE TOJOCTEM
IIIT u TTK, yronuenue nepenneit crenku 12K, nzamensercs
XapakTep MBUKEHUST MEXKETyTOUKOBOW TIePErOPOIKU: B CH-
CTOJTy OHa CMelIaeTcst MapagoKcalbHO B cTopoHy TT2K.

Jlonnaepoepaghus MO3BOJSIET U3MEPUTH CKOPOCTh KPOBO-
TOKa B CEpIIIe, YTO JaeT BOBMOKHOCTb HEMHBA3UBHO OTIPE/Ie-
qutb MJIA [22]. HaubGosee TecHast Koppeasinus Mexy pac-
YETHbIM U «MpsiMbIM» u3MepeHueM CIUJIA nonydyeHa npu
onpenenenuu CIJIA no crerneHu TpUKyCHUAAIbHOMN perypru-
TallMU C TIOMOIIIBIO HETTPEPBIBHO BOJTHOBOTO MeToa. B orcyT-
CTBUE OOCTPYKIIMU BbIHOCS1IEro TpakTa [12K mo ctenenu tpu-
KYCTIUAAIbHON pPeryprutaliii MOXHO pPAaCYeTHBIM ITyTeM
onpenenutb CIJIA ¢ moMolbio MOIUMULIMPOBAHHOTO ypaB-
Henust bepuyum: AP=4V?, rne AP — rpagueHT JaBIeHNs Ye-
pe3 TpexXCTBOpUaTHIi KJlamaH, V' — CKOpOCTh TPUKYCITUIAThb-
Hoii peryprutauuu. st moacueta CAJIA MmeTonom ornpenee-
HUS TpaavieHTa JaBJICHUS Yepe3 TPUKYCITUIAIbHBIN KJIarmaH K
TpagueHTy JOJKHO OBITh moOaBieHo maBieHue B [TIT (JTTIT).
Ilo coBpemeHHbIM pekomeHaausm CHJIA omnpenensitor ¢
yUeToOM JaBJIeHUs! B HUXKHel nosoit BeHe (HITB) u ee kosna-
oupoBaHust Ha Baoxe. MccnenoBanne HIIB mosBossieT 00b-
€KTUBU3UPOBATh SIBIICHUSI 3aCTOSI KPOBU B OOJIBIIOM KpyTe
KpOBOOOpaIlleHNsI, a TaKKe KOCBEHHO OIIEHUTh YPOBEHb CH-
crosmueckoro JI1IT, T.e. LueHTpaJIbHOTO BEHO3HOTO aBAECHMS
(IB). MccnenoBaHue MpoOBOAST U3 CYyOKOCTAIbHOTO JOCTY-
Ma, JaTYMK YCTAaHABJIMBAIOT MOJ MEUEBUIHBIM OTPOCTKOM U
OPUEHTHUPYIOT B To3uLuu aiauHHo# ocu HITB. Iuamerp HITB
YMEHbIIAETCs] Ha ITyOOKOM BIIOXE, KOTa OTpULIATeIbHOE AaB-
JICHUE B TPYIHOM KJIETKE BEIET K YBEJIMYCHUIO HATIOJHEHUS
T12K u3 cucremubix BeH. Jluametp HIIB u npouieHT yMeHbl11e-
HUS AuaMmeTpa Bo Bpemsi Bioxa Koppeaupytot ¢ JAIII1. Y 310-
poBoro yejoBeka npu HopmajabHoM JITTIT, paBHOM OOBIYHO 5
MM pT.cT., auameTp HIIB Menbie 1,7 cM, 1 oHa cniagaeTcst
rmocsie riayookoro Buoxa 6oiee yeMm Ha 50%. I1pu mpaBoxey-
JIOYKOBOI HEIOCTaTOUYHOCTH, TIOBBIIIEHUN KOHEYHOTO Ira-
cronmyeckoro aasiaeHus B 12K u JITTIT HaGmromnaeTcst 3aTpya-
HEeHUe MPUTOKaA KpoBU K cepaiy. IToaTomy KojutabupoBaHue
HIIB Bo Bpems BOoxa CYIIECTBEHHO YMEHBIIIACTCS, YTO CIIy-
KUT TIOKa3aTeJieM 3acTosi KPOBU B BEHax OOJIBIIOTO Kpyra
KpOBOOOpalleHUsT U CBUIETEIbCTBYET O moBbieHun JIITIT
(IBM). dunaramua HIIB 6onee 1,7cM npu HOpMaJbHOM pe-
CIUpPaTOpHOM KoJutarice Gosee 50% mpearnonaraet cpenHee
yBeanueHue aapiaeHus B ITIT (6—10 mM pr.ct.). Eciu pecrnin-
paTopHbIii Kosutanc MeHee 50%, nasnenue B I1I1 cocTaBisiet
ot 10 no 15 mm pr.cT. Hakonen, nunaranus HITB 6e3 kosnar-
ca Ha BIOXe MpeAIoiaracT 3HaAYMTEIbHOE YBEJTUUCHME JaBjie-
Hug B [1I1 6onee 15 mm pt.cT. HanmpoTtus, yMeHblIeHNE THUa-
metpa HIIB (o6b1yHO MeHee 1,2 ¢cM) CO CITOHTaHHBIM KOJula-
OMpoBaHMEM YacTO HAOJIOJAeTCd MPU YMEHbIIEHUU 00bema
mupkympyiomeii kposu (OLIK) [9].

Ilpu omnpeneneHWM BOCTIPOM3BOIMMOCTH pPE3YJIbTaTOB
cienyeT oOpaTUTh BHUMaHME Ha BBIPAXKEHHYIO OLIMOKY Mpu
pacuete CJIJIA (4,9—8 MM PT.CT.) METOIOM OIpeNeIeHNsI Tpa-
IHUEHTa JTaBJICHUS Yepe3 TPUKYCIUIOAIbHBIN KiamaH. Takue
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MOTPEITHOCTH MOTYT TOJIbKO OTYACTH TPUITUCHIBATHCSI HECUH-
XPOHM3UPOBAHHOCTY MHBA3WBHBIX M JOMIUICPOBCKUX HCCIIE-
MOBAHUN WM CYOBEKTUBHOCTM CKOPOCTHBIX W3MEpPEHUI.
BocnpousBonumocth pesynbraToB udMepeHus CJIJIA uepes
TPUKYCIIMIATBHBIN KJIarlaH 3aBUCUT B OCHOBHOM OT KavyecTBa
3aIMCH JOTTUIEPOBCKOTO CIIEKTpa.

Cucronnueckoe napieHue B [12K y 310poBbIxX Joneit B
Bo3pacte 1—89 ser cocrapisier 2815 MM prt.cT. (15—57 MM
PT.CT.) M YBEJIMUMBAETCS C YBEJIMYCHUEM BO3pacTa M MHACKCA
Macchl Tena. TpuKycnuaalibHast perypruTaius ompeaeisieTcs
y GonbimHeTBa 60bHBIX JIT (74%). B nccnenoBaHusx ycra-
HoBJieHa Koppesiuus (r=0,57—0,93) mexny naBieHueM, 13-
MepeHHBIM TIpu OXoKI™ 1 Bo BpeMsl KaTeTepu3aluy MpaBbIX
oTnesioB cepaua u JIA.

BHyTpuBeHHOE BBeIeHE N30TOHNYECKOTO pacTBOpa Ha-
TpHUs XJOpUIa MO3BOJISIET OMNMPENEIUTh OTKPHITOE OBAJIbHOE
okHo, JIMIIIT tuna BeHo3Horo cunyca [14]. JIast moarBepx-
JIEHUST OTKPBITOTO OBAJIbHOTO OKHA Mau Hebosbioro JMITII,
OLIEHKM €T0 TOYHOT'O pa3Mepa TpedyeTcs MpoBeNeHUe YPECTI-
meBoaHoi OxoKT'.

Onenka remomuHaMuku. KITOC pomkHa TpOBOOUTHCS
BceM 0osbHBIM JIAT 11 moaTBepKaeHMsT AMarHo3a, olueHKU
TSDKECTH, PEeIIeHUsI BOITPOCa O BBIOOPE MAaTOTeHeTUIEeCKOM Te-
panuu u olieHkH ee adekTuBHocTH [1, 9, 14]. PekomeHnnyer-
ca noBTopsaTh KITOC 1 moarBepXXIeHUs KIMHUYECKOTO
YXYILICHNSI, pEIICHUST BOIIpOca O HEOOXOMMMOCTH Ha3Haye-
HUSTI KOMOMHUPOBAHHOM Teparinu.

Ha srane Bepudukanuu nuardosa KITOC npoBoautcst
IJIST OLEHKMU TSXKECTM TeMOAMHAMUYECKMX HapyIIeHUH |
MpOBeIeHNS TECTOB Ha BazopeakTuBHOCTH [11]. Heobxomnu-
MO olleHuBaTh cienytomue mapamerpsl: AITIT, IJIA (cucro-
JMyeckKoe, nuacrtoiudeckoe, cpeaee), A3J1A, CB (MeTonom
tepmonumionnn win o ®uky npu CJIII), aprepuaabHoe
napieHue (AJl), TeroyHoe U CUCTEMHOE COCYIUCTOE COIPO-
TUBJIEHUE, HACBIIIEHWE KHMCIOPOIOM apTepUabHON U Be-
HO3HOU KpOBHU (a TakkKe KPOBU U3 BEPXHE M0JION BEHbI TPU
CJIL).

JIAT omnpenensiercs ipu [lJ'IACp. 6oJiee 25 MM PT.CT. B TTO-
koe u 6ojiee 30 MM pr.cT. ipu Harpyske, JI3JIA menee 15 mm
prt.cT., JICC 6osee 3 MM pT.cT/1/MUH (eauHuibl Byna). Kare-
TepU3aLys JIEBBIX OTAEIOB CepAlia HEOOXONMMAa B PEIKHX CIIy-
yasx, Koraa He ynaetcs n3aMeputb JI3JIA.

Bepuduxkaius nuartosa JII' ¢ moMoliibio KaTeTepuzauuu
MpaBbIX OTAEJOB ceplilia HeobxoaruMa y 60JIbHbIX ¢ MITKOM JIT
M0 JaHHBIM JOMIUIEPOBCKOTO McclenoBaHusl, umeromux I n
I1I ®K (BO3) mnst onpenesieHUsT TAKTUKK JIeUCHUS. Y 00JIb-
HbIX ¢ yMepeHHoil u Tsikesnoit JIT mposenenue KITOC ¢ omnpe-
JieJieHeM TeMOIMHaMMYeCKUX TToKa3aTesieii He0OX0IUMO TSt
OILIEHKM MPOTHO3a.

ITosbiiennoe cpegnee JAITIT u ZU[ACP., Huskuii CB u Ha-
CHIIIIEHNE BEHO3HOW KPOBU KHMCIOPOIOM CBUAETEIBCTBYIOT O
XyJLIeM nporHose y 6oabHbix UJIT.

C noMolIIbI0 OCTPBIX (hapMakosornyeckux mpod (ODIT)
Bo BpeMst KITOC u JIA MOXHO oIpeaeNuTh NOTeHIIUATbHBII

a3 dekT neyeHuns: antaronuctamu Kaabius (AK). s mpose-
neanst OPIT MCImoab3yI0TCST KOPOTKOACHCTBYOIINE Ba30IV -
JIaTaTophl, BO3AEHCTBYIOIIME HAa MaJIblii KPyr KpoBooOpalle-
Hust: mpoctardanavd E; (IITE|) ¥ MHraasuvoHHbIA OKCU
azora (Tadu. 2).

IMonoxurensHas ODII ompenensieTcss Ipu CHIKCHUN
IUTA_Gonee yem Ha 10 MM pT.CT., TOCTHXEHUU abCOJIOT-
HOM BEJTMYUHBI Z[HACP_ MeHee 40 MM PT.CT. TIPU YBEJIMYCHU U
wm B orcyrctBre nuHamMuku CB. Tonbko 25% OGONBHBIX
WIIT ¢ monoxureabHoit OPIT MOXHO C yCTIeXOM ITUTEIHLHO
neunth AK. M3-3a BO3MOXKHBIX BBIPAKEHHBIX OCIOXKHEHUI
He cienyeT HazHauyaTh AK sMmupuuecku 6e3 mpoBeacHMUs
ODII [1, 14].

Y 60mbHBIX XxpoHnUYeckoit TDJIA, BITC Heobxomnmo Tak-
xe orlennBath ODII m1s onpenesieHrst MOTEHIIMATBHOTO (-
¢ekra Tepanuu AK.

TpagunyonHo A/l cuyutaeTcsi HaWIYYIIMM METOIOM,
MO3BOJISIIOIIMM YCTAaHOBUTH MTOKA3aHUST K SHIAPTEPIKTOMUMU.
Y 00JBbHBIX ¢ TTO03peHueEM Ha XpoHuuecKyto TOJIA, He moa-
TBEPKACHHYIO MPU CUMHTUTpAa(GUU JETKUX, 1 AMarHOCTUKU
MCTaTbHBIX OOCTPYKIIMI JIETOYHOTO COCYIMCTOrO pycia Iie-
JiecoobpasHo mposeneHue Al ¢ celeKTUBHBIM KOHTPACTU -
pOBaHVEM MPaBOI 1 JIEBOI OCHOBHBIX BeTBei JIA u aHamm3oM
B MHOXECTBEHHBIX MPOeKIUsX. [Ipy 3TOM pUCK pa3BUTHSI OC-
noxHeHuit MuHuMaiieH (<1%) B ciiydae BBITIOJHEHUsI BbICO-
KOKBaJTM(DUIIMPOBAHHBIM TIEPCOHATIOM, TIPUMEHEHUSI COBPE-
MEHHBIX KOHTPACTHBIX BelecTs [23].

Oran I1I. YcraHosiaenue Kimaunyeckoro Kiaacca JIT

Crnenyiolmuii 3Tan AMarHOCTUKY HaIpaB/ieH Ha Ompeje-
JieHne KiauHudeckoro kjacca JII' ¢ yyeTom KIMHUYECKON
KJaccupukaiuu.

Ha sTom sTane HeoOXOnMMO MPOBECTU TPaHCTOPAKaIb-
Hyto DOxoKI', nerounnle (pyHKIIMOHAJIbHbIE TECTHI (ra30BbIi
COCTaB apTepuabHON KPOBU), BEHTWLUISILIUOHHO Nepdhy3MOoH-
Hyto cimHTurpaduto serkux, KT, AIIT.

Hcenedosanue DBJ] 1103BONISIET OLIEHUTH BKJIaz Topa-
JKEHUS IbIXaTeJbHbIX MyTel WM MapeHXMMaTO3HOTO 3a00-
JleBaHUs JIeTKUX B pa3Butue JII': BBISIBUTh OOCTPYKTUBHBIC
WIA PEeCTPUKTUBHBIE U3MEHEHUS ¢ Ieblo auddepeHim-
anbHOU auarHocTuku JIT M yTOYHEHUs TSKECTH Topaxe-
Hust aerkux [ 1, 7]. JAns 6oabHbIX JIT XapakTepHbI yMeHbllIe-
Hue nuddy3noHHON CITOCOOHOCTH MOHOOKCHIA YIjIepona
(40—80% ot HOpMBI), HEOOIBIIIOE NI YMEPEHHOE CHUXKE-
HUE JIETOYHBIX 00BEMOB, HOPMAJIbHOE WJIM HE3HAYUTEIHHO
cHXeHHoe PaO, 1 0OBIYHO CHUXEHHOE M3-3a albBEOJIAP-
Hoii runepsenTwiAuMu PaCO,. Ilpu HeobGpatumoil 00-
CTPYKIIMU ABIXaTeJbHBIX MYTell CBUAETENBCTBYET B MOJbB3Y
XOBJI kak npuunHbl runokcudeckoit JII'. CHuxeHHbIE Je-
royHbie 00beMbl U IUGQY3MOHHAS CIOCOOHOCTh JIETKUX
MOTYT YKa3blBaTb Ha UHTEPCTULMAJIbHOE 3a00JIeBaHUE JIer-
kux. [loaucommoepagus TO3BOJSIET UCKITIOYUTH OOCTPYK-
TUBHBIC HapyIIeHUs BO BpeMsl CHa W 3IMM30MIbI JecaTypa-
LWU.

Tabanua 2. Octpbie hapmakoAormyeckne Nnpoodbl AAs OLEHKU Ba30PeakTUBHOCTU y OOAbHbIX AT

ITpenapar ITyTb BBeAeHUS T/, HauanbHas no3a JleueOHast mo3a JIMTUTeIbHOCTD, MUH
MreE, BHyTpuBeHHBII 3 MUH 5 HI/KT/MUH o 30 Hr/Kr/MUH 30—40
Okcuji a30Ta MHransumoHHsblit 15—30c¢ 10 ppm 20—40 ppm 5

IIpumeuanue. ppm — 4acTUIl HA MIJUIMOH B Ta30BOI CMECH.
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Benmuasyuonno-nepghysuonnas cyunmuepagus aeekux. Y
060s1bHBIX JIT' MOXKHO OOHAPYKUTH KaK aOCOIIOTHO HEU3MEHEH-
HyIO KapTUHY, TaK ¥ HeOoJIbIIMe eprudeprnieckue cyocerMeH-
TapHble AedeKTbl nepdy3uu 6e3 HapylleHHOW BEHTWISILUKA
[24]. DTOT MeTOox sIBNIIETCS Hanboiee MH(POPMATUBHBIM B TMa-
THOCTHKE KIIMHUYIECKOTO Kitacca 4 — xpoHndeckoir TOJIA 1 ee
BeTBeil. [1pu aToM nedexTrl nepdy3rn 0OHApYKUBAIOTCS B 10-
JIEBBIX M CETMEHTapHBIX 30HaX. B nuddepeHunanbHoi nuarHo-
cruke UJII' u xpoHnueckoii TpoMOOSMOOINY YyBCTBUTEIb-
HOCTb BEHTWISILIMOHHO-TIEP(GY3MOHHON CLMHTUTpahUM Jier-
kux cocrasisteT 90—100%, a cieumnduanocts — 94—100% [1].
VY 00OJIbHBIX ¢ MapeHXMMAaTO3HOM 0O0JIE3HBIO JIETKUX Mepdy3u-
OHHbIE Ae(DeKThI COBMAAIOT C Ae(heKTaMU BEHTWISILINU.

KT wrpaet BaxXHYIO pojib B IudhepeHINaTbHON JMarHo-
cruke JIT'. ObecnieunBast aeTajbHOE M300paxkeHUE JIETOYHOM
napeHxuMbl, KT mo3BosisieT TuarHocTipoBaTh MHTEPCTUIIMATb-
HbIe 3a00s1eBaHus JIerkux 1 aMmbusemy [25]. [1pu 3acroitHoii je-
BOXETYTOYKOBOM HEIOCTAaTOYHOCTH MOTYT OOHApPY>KMBATHCS
(peHOMEH «MaTOBOTO CTEKJIa» U YTOIILIEHNE MHTEPIOOYIISIPHBIX
cent. uddy3Hoe IByCTOpOHHEE YTOIIIEHUE UHTEPIOOYIISIp-
HBIX CENT, HATMYKME MEJIKHUX, TJI0OXO OYePUYSHHBIX OUYaroBbIX Te-
Hell yKa3bIBaeT Ha JIETOYHBIN KalWUISIPHBI TeMaHTHOMATO3.
KT mo3BosisieT OlleHUTh COCTOSTHHE JIETOYHBIX TIOJIei, a TakKe
ceplla U COCyIOoB C MOMOILBIO KOHTPACTUPOBAHMS TIOJOCTEM
cepalia M TMPOCBETa COCYIOB IPU BHYTPMBEHHOM BBEICHUU
80— 120 vt koHTpacTHOTO Bemectsa. Kapruaa KT mipu xpoHu-
YecKoi TpoMO0AMOOJIMY — TTOJTHAst OKKITI03UsT JIA win ee BeT-
Beii, HATMYKME IKCLEHTPUUIECKUX NeDEKTOB BCIECACTBUE TPOM-
0030B WM peKaHau30BaHHbIE TPOMOBI [1, 13]. IIpu BbIsIBIE-
HUU TIpU3HAKOB XpoHMYeckoit TOJIA 60mbHbIM TToKa3aHa AT
B IOTTOJTHEHME K KaTeTepu3alluy IMPaBbIX OTAEIOB Ceplla.

Maenummno-pezonancnas momoepagus (MPT) ucnonb3yer-
¢y 60abHbIX JII' U1t OLIEHKM TTATOJIOTMYECKUX U (PYHKILIMO-
HaJIbHBIX U3MEHEHUI ceplia U JISTOYHOTO KPOBOOOPAIICHNUS 1
0OBIYHO He TIPUMEHSIETCST B TTIOBCETHEBHOM TTpakTuKe. [J1aBHOE
MPEUMYILIECTBO METOla — TPEXMEPHbIN (0ObEMHBII) COCOO
MoJIydyeHUs u300paxkeHuit 0e3 apredakToB OT KOCTEI U JIEro4-
HBIX TTOJICH, BBICOKOE ITPOCTPAHCTBEHHOE pa3pellleHHe, a TAKXKE
OTCYTCTBUE JIy9eBOI HArpy3ku, HEMHBa3UBHOCTb, €CTECTBEH-
HBIIA KOHTPACT OT IBMXKYIIeics KpoBu [14, 26]. Yaiue Bcero
MPT ucnons3ytot npu oocienoBannu nauueHTon ¢ I, TO-
JIA, BIIC co copocoM KpoBH cjieBa HaIpaBo.

Otan IV. Ouenka JIT' (Tun, TOI€PAHTHOCTD K (PU3HYECKUM
Harpy3KaM, reMOIMHAMHYECKHEe TIAPAMETPbI)

boabubiM JIT' HEOOXOMUMO MPOBOAUTH OOILIETIPUHSTHIE
J1abOpaTOpHbIC TECThl: OMOXUMUUYECKUIT M OOLIMI aHaIU3bI
KpPOBHU, UCCIEN0BATh Koaryjiorpammy, ypoBHu D-numepa, aH-
turpom6buHa 11, mporenna C mia uckiouyeHUs: TpoMoodu-
JIUW, OLIEHUBATh TOPMOHATBHYIO (DYHKITUIO ITUTOBUIHOM Ke-
JIe3bl, OMpeNessiTh TUTP aHTUTeN K dochonunuaam (Boaya-
HOYHBIN aHTUKOATYJISIHT, aHTUTEJa K KapaAuoJunuuy) [27,
28]. IpumepHo y '/, 6obHbix UJIT' NOBbILIEH TUTP aHTUHY-
kieapHbix aHTuTes (MeHee 1:80). bonbHbie JIT ¢ cyiiecTBeH-
HO MOBBIIIEHHBIM TUTPOM AHTUTEJ] WJIM TMOAO3PEHMEM Ha
JI3CT HyknaroTcst B KOHCYJIbTallMK peBMartoJjiora. Bcem 00J1b-
HBIM B 00S13aTETLHOM TIOPSIIKE CIeMyeT MPOBOMUTH TeCT Ha
BUY-undexkuuto.

AHaamM3b1 KpPOBH H UMMYHOJIOTHYECKHE NMOKA3aTe/In

AHanu3bl KpoBU: 001U (YpOBEHb TeMOIIOOMHA, 3pU-
TPOIIMTOB, TEMATOKPHUTA, JIEMKOLIMTOB, TPOMOOIIUTOB); OUO-
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XUMUYECKUH (olleHKa (PYHKIIMY TTOYeK, TIeYeHU, COMePKaHUST
Oeslka); MMMYHOJIOTMYECKUI (aHTHTeNa K KapIWUOJMITAHY,
BOJTYAHOYHBIN aHTUKOATYJISTHT); KoaryJorpaMmma KpoBU; TOp-
MOHBI IIUTOBUIHON XKeJie3bl, TUPEOTPOIHbII TOPMOH; Cepo-
Jornyeckuii rect Ha BUY.

Y3 BHYTpEHHHX OPraHOB ITO3BOJISICT HAIEXKHO MCKITIO-
YUTH IIUPPO3 TTEUCHU U/WIN IMOPTATBHYIO TUIIepTeH3UIo [29].
Wcnonb3oBaHue 11BeTOBOU gomruieporpaduy  MO3BOJISIET
nuddepeHLIMPoBaTh MaCCUBHYIO MOPTAJIIbLHYIO TUIIEPTEH3UIO
BCJICACTBUE TIpaBoxeaymoukoBoii CH wmim BcnencTBue BO3-
HUKHOBEHUST TPAHCTICUEHOUYHOTO BEHO3HOTO TpalreHTa Mpu
LIUPPO3E MEeYECHU.

DyHKIMOHAIBHAS CNIOCOOHOCTh. OObEKTUBHAS OLIEHKA
(yHkumnoHanbHOM criocodbHoctu 60abHBIX JIIT HeoOxonuMma
IUTST OTIeHKM TsikecTu JIT M TMHAMUKY KIIMHUIECKOTO COCTOSI-
Hus Ha ¢oHe Tepanuu. [Ipy U3ydyeHUU TOIepaHTHOCTU K Du-
3UYECKUM Harpy3kam HaubOosiee yacTto ucrnojb3yercs TIHIX u
KapIMOMyJIbMOHAJIBHBIN HaTPy304HBII TECT C OIICHKOI ra3o-
obMmeHa.

TIIIX — npocToii, nelieBblil, UMEIOIINI MTPOTHOCTUYE-
ckoe 3HauyeHue. Paccrosinue, nmpoitnenHoe npu TIIX, obpar-
HO KoppesmpyeT ¢ GyHKIMOHATBHBIM K1accoMm (BO3) [1, 9].
TecT OOBIYHO NOTIONHSIETCSI OIIEHKOW OnmbIIKK 1o Bopry.
CHMXEHUE HaChIIEHUSI KUCIOPOIOM apTepuaibHOUW KpPOBU
6osee yeM Ha 10% Bo Bpemst TIIX yka3biBaeT Ha MOBBIILIEH-
HbIIt puck cmeptu. Paccrosinue, npoitnenHoe npu TLIX, B
OOJIBIIMHCTBE MHOTOIIEHTPOBBIX MCCIIEIOBAHUIN Y OGOJBHBIX
JIT ucnosb3yercs B KauecTBe «IEPBUYHON KOHEUHOM TOUKM».

Kapouonyavmonanvhbiii Haepy3ouHblii mecm NaeT BO3MOX-
HOCTh OLICHUTH BEHTUJISILINIO U Ta3000MEH BO BPeMS TO3UPO-
BaHHOU (hM3MYECKOI Harpy3KH (MHIEKC MAaKCUMAIBHOTO TT0-
TpebseHUsT KUCIopoaa, aHa3poOHBIi ropor) [1]. ¥ 6oabHbIX
JIT' cHMXXeHBl aHa’pOOHBIN MOPOr U MaKCHMaJbHOE TOTpe-
OyseHue kuciopona. KapmmomynbMOHaNIBHBIIT HArpy304YHBII
TECT paHee UCITOJIb30BAaJICSl B MHOTOIIEHTPOBBIX MCCIIEIOBAHM -
sIX, HO €ro OYeBMIHbBIX MpeumyliecTB nepea THIX He mosy-
YeHO, TaK KaK TeXHUYECKU OH CJIOKHEe, He MO3BOJISIET OLIEHU -
BaTh 3(P(EKTUBHOCTh TepaIlMH, a TOJyYeHHBIC pPEe3YJIBbTAThl
3aBUCST OT OTBbITA MEIMITMHCKOTO TIepCOHAIA.

Ouenka Tsokectu JII. @K, JIa xapaKTepUCTUKU TSKECTH
JIT ucnonwayetcst pyHKIMoHanbHas Kiaccudukamus (BO3) —
MOIU(MUIIMPOBAHHBIA  BapMaHT  Kiaccudukammu  Hbro-
HMopkckoit accoumarmu cepaua (NYHA), npenioxeHHoi 1ist
MalMeHTOB C HEAOCTAaTOYHOCThIO KpoBooOpaieHus [1, 9]:

Kinacc I — 06oabhbie JII' 6e3 orpaHudyeHust hpu3n4ecKoi
akTuBHOCTH. OOBIYHAS (hU3NUYeCKasi aAKTUBHOCTh HE BBHI3BIBACT
MOSIBJIEHUST OABIIIKU, CI1a00CTU, 00U B IPYIHON KJIETKE, ro-
JIOBOKPYKEHMUSI.

Knacc II — 6onbHbie JIT', mpuBoasiieii K HEKOTOPOMY
CHIDKEHUIO (DM3MUECKOi aKTUBHOCTH. B mokoe oHM omryiia-
10T cebst KoM(bOPTHO, OMHAKO OOBIYHAs (hU3nMUecKas aKTUB-
HOCTb COIPOBOXIAETCS IOSIBJIEHUEM OJBIIIKMU, C€1ab0CTH,
00J11 B TPYIHOI KJIeTKe, TOJOBOKPYXKEHUSI.

Knacc 111 — 6onbHbie JIT', mpuBoasiieii K BBIpaXKeHHOMY
orpaHuyeHuIo (pu3ndeckoi akTuBHocTu. Hebonbias ¢pusu-
yeckasi aKTUBHOCTb BbI3bIBAET MOSIBJICHUME ONBIIIKM, C1abo0-
CTH, OOJIM B TPYIHOI KJIETKE, TOJIOBOKPYXKEHUSI.

Kiacc IV — 6onbnbIe JII', HecriocoOHBIE BHITIOIHSTH JII0O-
Oyilo (pu3MYecKylo Harpy3ky 0e3 IepeyuclIeHHbIX KJIMHUYEe-
CKUX cUMNITOMOB. OnbIIIKa WIK CJ1a00CTh MOTYT HaOI101aTh-
cs Jaxe B TIOKOe, TMCKOMMDOPT Bo3pacTaeT MpU MUHMMAb-
HOW Harpyske.
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buoncus nerkux. I[TpoBeneHne Kak OTKPBITOM, TaK U TO-
PAKOCKOITMYECKON OMOTICUM JIETKUX COTPSTKEHO C TIOBBIIICH-
HBIM PUCKOM DPa3BUTHST OCIIOXKHEHUII, B TOM 4ucie (araib-
HbIX. B KIMHUYECKOI MpaKTHKE 3TOT METOJ OOBIYHO HE MC-
noJjn3yercs [9].

DaxkTopsl, BAUSIONIHE HA TPOTHO3 00IbHBIX JIT':

+ ®K (BO3)

— HaJInyMe MpU3HaKoB MpaBoxenynoukosoit CH

— TOJIEPAHTHOCTb K (DU3MUECKUM Harpy3KaM

— paccTosinue, npoineHHoe rpu TIX

— YpOBEHb ITUKOBOTO ITOTPeOIeHUST KUCIOPOIa

— axokapauorpaduyeckue napamMmeTpbl

— HaJInYMe TepuKapauaabHOTO BHIIIOTa

— pasmep I1I1, JIK

— remoanHamuyeckue napamerpsl (JI1I1, )]J'lAcp‘, CB)

— HAaCbIILIEHUE BEHO3HOM KPOBU KUCIOPOJIOM

— orpuuarebHas ODI1

— aHaJIn3bl KPOBU

— TUTIEPYPUKEMUS

— YPOBEHb HATPUIYPETUUECKOTO MENTHIA

— TPOTNIOHUH

— HOpaapeHaInH

—0OT-111,9]

IIpoero3 6oavhbix. PeKoMeHIyeTcs OLEHMBATh TSKECTb
JIAT y GOJIBHBIX C TTOMOIIBIO HA0Opa JAHHBIX, BKIIOYAIOLINX
rmapameTpbl KIIMHUYECKOTO, (DYHKIIMOHAIBHOTO, TEMOIMHAMM-
YECKOro CTaryca, YpoBHS OMOMapKepoB, mapameTpoB DxoKI
19, 30]. PexomeHmyeTcs peryiasipHoe HabIioneHe Kaxapie 3—6
Mec B TOM unciie y 00JbHBIX JIAT co cTaOMIBHBIM TeUeHUEM 00-
JIe3HU. PeKoMeHayeTcs 1ieeBasi CTpaTerusl JJeueHUsT 60JTbHBIX

JIAT. Tak, B pe3yJibTaTe JeUueHus XKeJlaTeJIbHO JOCTUTaTh pac-
crossHus B TIIX 6onee 400 M. [MammeHTH MoJoxke 50 JieT Ha
¢oHe Tepanuu 0ObIMHO CITOCOOHBI TPOXOAUTH 6osiee SO0 M, He-
cMotpst Ha Hanmuue Tskenoit JIT u nuchynkumu 12K, Takum
0OJIbHBIM PEKOMEH/IYETCST ITPOBOAUTD KAPAUOITY IbMOHAIbHBII
TECT C ONpene/ieHHEM ITMKOBOIO IOTPeOIeHMs] KKMCIOPOa,
BEHTWISILIMOHHOM 3(P(HEeKTUBHOCTHA, MAKCUMAJTEHOTO CUCTOJTH -
yeckoro AJl Ha BeicoTe Harpy3ku u/wiu KITOC st 00beKTUB-
Hoit onieHku ¢yHkimu 12K, OnpeneneHue ypoBHs OMoMapKe-
POB, 3XOKapauorpad@uyecKux U reMOAMHAMMYECKUX IapamMe-
TPOB TO3BOJISIET OMNPEACTUTh CTAOMIIBHOCTh COCTOSTHUS OOJIb-
Horo. [lapameTpbl, IO3BOJISIIOIIME OINPEACIUTh IPOTHO3 Y
oonbHbIX JIAT, cTpaTerust ITMHAMUUYECKOT0O HAOIIONEHUS MTPe-
CTaBJICHBI B Ta01. 3, 4.

Jleuenne 00JbHbIX JIT'

Ha npoTsskeHUM MHOTUX JECSTUIETUI B JIEUEHUU OOJTb-
Heix JIT HaGmopancst KpaiiHe MeJIeHHbI mporpecc. Curya-
1IUSI CYIIIECTBEHHO U3MEHWIACh B TTOCIeIHME TOIbI, O1aronapsi
3HAYUTEIIPHOMY YBEJTMUYCHUIO YK CIIa KOHTPOJUPYEMBIX UCCIIC-
noBaHuii [9, 31]. AK, aHTUKOATrYJISIHTBI, CEPACUHBIE TITMKO3U -
IIbl, KUCJIOpPOMOTepanusi B HACTOsIIIee BpeMsi, HECMOTPsI Ha
OTCYTCTBUE COOTBETCTBYIOIIMX PAHJIOMM3MPOBAHHBIX MCCIIE-
JMIOBAaHWI, COCTABJISIIOT CTAHAAPTHYIO TePaITio, IITUPOKO TPH-
MeHsiemyto y 6osbHBIX JIT [1, 14]. BMmecte ¢ Tem nosiBuivch
HOBBIE TPYIIIIbI JIEKAPCTBEHHBIX MpenapaToB, 3DGhHEeKTUBHOCTb
1 6e30IaCHOCTb KOTOPBIX J0Ka3aHa pe3yIbTaTaMi KOHTPOJIM-
PYEMBIX UCCIICTOBAHUIA.

O0mue pekomMeHnaanuu. 17151 Bcex 63 MCKITI0UeHUS 00JTb-
HbIX JIT" akTyabHbI 001IME peKOMEeHAALUU, COOTIOEHUE KO-

Tabanua 3. lNMapameTpbl C AOKa3aHHOM 3HAYUMOCTBIO AASl OLIEHKM TSDKECTU 3a00AeBaHus, CTAOMABHOCTU TeueHus, NPOrHo3a

y 60AbHBIX AAT

TTporHoctnyeckue hakTophbl

Xynuuii mporHo3  Jlydumit mporHo3

KimHnyeckue mpusHaky mpaBoxeaynoukoBoit CH
Temn nporpeccupoBaHust CAUMIITOMOB

CuHkorne

®K (BO3)

Paccrosinue B THIX, m

KapnuonynsMOHaTBHBII HATPY30UHBIN TECT: TMKOBOE IMMOTPEeOIeHNE KUCIOPOoaa, MJI/MUH/KT

Yposenb BNP/proBNP B rjiazme Kposu
IMapameTpbr DxoKI:
TIepUKapANATbHBIN BBITIOT

CUCTOJIMYECKasd 3KCKYPCHs KOJIblia TPUKYCIIUIAJTIbHOIO KjiaraHa, CM

lemognHaMUYecKue mapaMeTpsl
JTIIT, MM pT.CT.
CHU, n/mMun/m?

Ectp Her
BricTpbIit MemieHHbIM
Ectb Her
v I, 11
<300 >500*
<15 >
Bbiiiie HOpMbI B Hopme
Ectb Her
<1,5 >2
>15 <8
<2,0 >2,5

Tlpumeuanue. *— B 3aBUCUMOCTH OT Bo3pacta, BNP — mo3roBoii Harpuitypetnueckuii nentua; CY — cepaeuHblii MHACKC.

Tabanua 4. Aunamuueckoe HabAl0AeHHne 32 60AbHBIMM AAT: pekomeHAyemble MeTOAbI U BpeMeHHas IKaAa

HcxonHo (1o Havana

Kaxneie Yepe3 3—4 mec nocie Havana B ciayuyae kimHude-

TTapametp
Teparnum) 3—4 mec WM CMEHBI Tepanuu CKOTO YXYIILIEHUS
Ouenka kanHuueckoro craryca: @K (BO3); ODKI' + + + +
IMposenenue TLLIX + + + +
KapauomnyibMOHaIbHBIN Harpy304HbII TECT + + +
Yposenb BNP/NT-proBNP + + + +
DxoKT + + +
KareTtepu3zaius rmpaBbIX OTIEIOB cepalia + + +
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TOPBIX TO3BOJISIET YMEHBIIUTh PUCK BO3MOXKXHOTO YXYIIIIe-
HUS TeUYCHUS 3a00JIeBaHUST BCJICACTBUE OMpPEICICHHBIX 00-
CTOSITEJILCTB U BHeIIHUX dakTopoB [9]. X posb cloXHO
nepeolieHUTh. Yacto auarHo3 JII' craHOBUTCS TPUUYMHOM
COLIMATBHOM U30JSIIUM, TOTOMY MOTUBAIIMS OOJBbHBIX yJa-
CTBOBATh B COOOIIECTBAaX OOJBHBIX KpaifHe BaxKHa JIJIsI ITOBBI-
LIEHUST UX YBEPEHHOCTHU B cebe, 00111ero HaCTPOEHUSI, COCTO-
SIHUSI, OOLLIEHMSI.

®usnyeckasn akTuBHOCTh. bonbHbIe JII' 1OKHBI TTOABEDP-
raThCs Harpy3KaM B TIpelesiaX Toil (pu3nIecKoil akTUBHOCTH,
KOTOpast BOBMOKHA MCXOIST M3 KIIMHUYECKOU CUMITTOMATUKI
[9, 32]. B noBcenHeBHOI XXU3HU aureHThI ¢ JIT' 10KHBL 13-
0eraThb BOSHUKHOBEHHUS TaKUX MOTEHIIMAIBHO OTTACHBIX CUM-
MITOMOB, KaK BbIpakeHHAsT ONBIIIKA, CUHKOITE, 00U B IPyI-
HOI KjeTKe. 3ampeliaroTcs (GU3NUEeCKWe Harpy3kKu Iociie
e/ibl, TPU HEOJIAronpusITHOM TEMIIEpaTypHOM pexume. B To
ke BpeMs 0oibHbIM JIIT ciienyeT nmomaepXuBarh ajgeKBaTHOE
COCTOSTHME CKEJIETHOU MYCKYJIaTyphl, BHITTOJTHSISI €KETHEBHBIC
IO3UPOBAHHBIC U PETYIMpyeMble (PU3MUECKUE YIPaKHEHUS,
He BbI3bIBAIOIIME YKa3aHHBIX CUMIITOMOB, YTO CITOCOOCTBYET
yaydiieHuo kayecta xku3Hu (K2K) u kimHu4eckoi cuMnro-
Matuku. [TokazaHa poJib CIelMaIbHBIX ITPOTPaMM I10 peadu-
JINTAIIMU OOJTLHBIX IS YITYULIECHMST TToKa3aTeeil (pUu3anIecKo-
ro cratyca. HeobxonnmbIM ycI0BUEM SIBJISIETCSI MOCTOSIHHBII
KOHTPOJIb MEAUIIMHCKOTO TIEpCOHAa 3a MPOBEIECHUEM KOM-
IieKkca peadbunuranuu. ExxenHeBHBIC TO3MPOBAaHHbBIC U PETy-
JIMpyeMble (GU3NYECKUE HATPY3KH CITOCOOCTBYIOT YIIyUIIICHUIO
K2K 1 cumntoMatuku 3a0601eBaHUS.

BepemeHHOCTb, pOIBI, 3aMECTUTEIbHAs TOPMOHOTEpa-
MUsT B TIOCTMEHOITay3¢ CBSI3aHBI C TMOBBIIICHHBIMU PUCKOM
YXYIILICHWS TeUCHUS 3a00JIeBaHUS I CMEPTHOCTH.

B cootBercTBUM ¢ MHeHMEM 2KcniepToB BO3, pekoMeH-
nauusiMmu EBporneiickoro o0l1ecTBa KapauoaoroB 0epeMeH-
HOCTh MPOTHUBOITOKA3aHa O0oJbHBIM JII', Tak Kak MaTepuH-
cKag cMepTHOCTh cocTaBisger 30—50% [9, 33]. Bcem maum-
eHTKam c JII' penpoayKTUBHOTO Bo3pacTa JOJKHbI ObITh pe-
KOMEHIOBaHbl COOTBETCTBYIOIIME METOIbl KOHTpALICTILIMU.
Y 6oabHbix JIT' HanboJee MpeanoYTUTeIbHO UCIIOIb30BaHUE
KOHTpPALIETITUBOB, HE COAEPKAIIMX 3CTPOTeH, OapbepHBIX
METOI0B KOHTpalleNlUu, MPOBeAeHUE XUPYPTUUECKOM cTe-
puimzanuu. [Ipu olieHKe Mep KOHTpalenlMu BaXKHO IMOMI-
YEepKHYTh, YTO OapbepHBIC METOIBI O€30TaCHBI, HO HE 00e-
CIIEYMBAIOT HAIEXXHOTO KOHTpalenTuBHOro addekra. IIpe-
napatrbl MporecTepoHa (MeApOKCUITPOTeCTEPOHA aleTaT,
aToHorecTpen) 3(HeKTUBHBI U 6€30TaCHBI B CBSI3U C OTCYT-
CTBUEM ITOTCHIIMAIIBHOTO PUCKA, CBI3aHHOTO C IIPUMEHEHM -
€M 3CTPOTreHOB, KOTOpPhIE paHee TMIPUMEHSIIUCH B TIepOpaib-
HBIX KOHTpalenTuBax. B 3HauMTeNbHOM 4uMciie MCcienoBa-
HUIi HE yIaJ0Ch BbISIBUTh B3AUMOCBSI3U UCTIOIb30BAHMUS TIEP-
OpaJIbHBIX KOHTPaALeNTUBOB 1 BO3HMKHOBeHMeM JII'. Bo3eH-
TaH MOXET CHIXXaTh 3()(EeKTUBHOCTh ITepOPaTbHBIX KOHTpa-
enTtuBoB [9]. 151 nocTrKeHusT HajaexHoro addexTa 1ene-
Cc000pa3HO covyeTaTh IBa MeToAa KOHTpaleniuu. BoaMoxxHO
TakKke TIpUMEHEHMEe MHTpaBarMHAJIbHBIX IIPEIapaToB.
B ciiyuae 6epemeHHOCTH 00IbHAS TOKHA OBITh MPENYPeX-
JIeHa O BHICOKOM PUCKE CMEPTU U HEOOXOAMMOCTH TMpephbiBa-
HUSI OEPEMEHHOCTHU.

3aMecTuTeIbHAS TOPMOHAIbHAS Tepamus IToKa3aHa I1a-
mveHTkam ¢ JII' B TTocTMeHOITay3e JUIIb IPU BBIPAXKEHHBIX
KJIMMaKTepUUECKUX CUMIITOMAaX U 00s13aTeIbHO MPU YCIOBUU
JIOCTUXKEHUS aIeKBaTHOM TMIMOKOATyJISIIMU C TOA00POM afeK-
BaTHOI aHTMKOATYJITHTHOW Teparmu.
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IIyremectBus. ['vnokcus ycyryoisieT Ba30KOHCTPUKIIMIO
mipu JIT', mosToMy BO BpeMsI TIOJIETOB Ha aBUATPAHCITOPTE IS
6osbHBIX JIT HE0OX0AMMO 0OCYKIaTh BO3MOKHOCTD IPOBEIe-
HUS TOTIOJTHUTEIbHOM KuciopoaoTepanuu [9]. [lo HacTose-
o BPEMEHU He MPOBOAWINCH KIMHUYECKUE UCCIIEI0BaHMUS,
KOTOpBIE OBl TOKA3aJIM HEOOXOAUMOCTh JOTIOTHUTETHbHOM OK-
cureHotepanuu 6oasHbIM JIT' Bo BpeMst aBuarnepeneToB. Teo-
PETHUYECKH, MCXOMs U3 (HDU3UOJOTUIECKUX aCIeKTOB TMITOK-
CHUM, MOXXHO TIpe/roaaraTh, YTo OHa lieJecoodpa3Ha y 00Jb-
HbIX ¢ [II—1V @K npu mapunaibHOM JaBJIeHUN KUCIOpOaa B
apTepuaibHOit KpoBu MeHee 8 kITa (60 MM pr.cT.). CKOpOCTh
2 JI/MUH JOCTaTOYHA JJIsl TIOBBILICHUS AaBJIeHUsI KUCIOPoaa
JI0 YPOBHSI, COOTBETCTBYIOILIETO TAKOBOMY Ha YPOBHE MOPSI.
TakuMm GONBHBIM OKCUTEHOTEpAIMsT HeoOXoauMa TIpy ToJie-
Tax Ha Beicote Oosiee 1500—2000 m. Bcem maiiueHtam, coBep-
[LIAIOIIUM aBHamepesieThl B APYIrUe CTPaHbl, BAXKHO PEKOMEH-
JI0BaTh UMETh NMpU cebe MeTULUMHCKIE JOKYMEHTBI O AMarHo-
3¢, MECTOHAXOXJIeHWM Onumxaiiiero mectHoro nentpa JII,
KOHTAKTHOI MH(MOPMAIINY C HUM.

IIcuxonornueckas moanaep:kka u nmomomb. bosnbHbie JIT
HUCTBITBIBAIOT CYIIECTBEHHbIE OrpaHUYeHUs] B Du3nueckoit
AKTUBHOCTH MO CPAaBHEHUIO C TEM 00pa3oM XWU3HU, K KOTO-
pOMY OHU TIPUBBIKJIM IO BO3HUKHOBeHUsI Oosie3Hu. MHubop-
Marlus O TSIKeCTH 3a00JieBaHUsI, TTOTydeHHasT OOJIbHBIMU U3
HEMEIUIIMHCKUX HMCTOYHUKOB, MPUBOAUT K TOBBIIIEHHOUN
TPEeBOTE WU NENPECCUH, UTO cylecTBeHHO cHInKaeT KoK ta-
KUX TMalueHToB. s ux amanranuy B XU3HU U OOIIeCTBe,
IMOHMMaHUs CBOeil 60JIe3HM MOKa3aHbl MOMOIb TICUXOJIOra
WY TICUXUATPA, a TAKKe MOAAePKKa APYTUX MallUeHTOB U UX
CeMeM.

IIpodunakTuka HHGEKIMOHHBIX 3200JeBaHmii. BO3HMKHO-
BeHMe IMTHEBMOHUU ycyryousier TedeHue JIT', Bcerma oOycioB-
JIMBaeT HEOOXOIUMOCTb MPOBEACHUST OBICTPON AMATHOCTUKU
¥ HeMemJeHHOro Havajga a(dekTuBHOro yedyeHus. ¥ 7%
6osbHbIX JIT' THEBMOHMY citykaT puurHoi cmeptu. Cienyer
PEKOMEHIOBATh MallMeHTaM BaKIIMHAIIMIO OT TPUIITA W ITHEeB-
MOKOKKOBO# MH(EKIINM.

Xupypruueckass momomp. [IpeanoYTUTETHbHBIM BUIOM
AHECTEe3MOJIOTUIECKOTO TTOCOOUS SIBJISIETCS  TUIypaTbHAs
aHecTe3usl, KoTopas nepeHocutcs 6onbHbiMu JIT myyiiie, yem
obmias aHecre3us. HeoOXomumMo OCYILIECTBISTh T€PEeBOI
OOJBHBIX C TIEPOPATLHON Tepanmuy Ha BHYTPUBEHHOE BBEIe-
HUe TIperapaToB. Xupypruieckre BMelaTeJbCTBa CBSI3aHbI C
MOBBIIIEHHBIM pUCKOM U1 60J1bHBIX JIT, oco6ernHo ipu K
1V, a Takke B ciiyyae TOpakaJbHOM MM aOIOMUHAILHOM OIle-
pauuu. Tepanuio aHTUKOATYISTHTAMU CJIEAyeT TpeKpaiaTh Ha
MaKCUMaJIbHO KOPOTKOE BpeMsl. B rmocieonepalinoHHOM Tie-
puoze 60bHbIM JIT" 00s13aTeIbHO TPOBOAUTCS PO UIAKTUKA
TpOMOO30B ITyOOKUX BEH IOJIEHEH.

KonTtpoan ypoBHs remoraodouna. boiabHbie JII' BBICOKOUYB-
CTBUTENLHBI K CHVDKEHUIO YPOBHS TeMOTJIOOMHA B KPOBH, TIO-
3TOMY JlaXke HeBBIpaXKeHHasl aHeMUsT TpeOyeT ObICTPOro 3(d-
¢exTuBHOrO JNeueHus. Y 6oabHbIX JII' ¢ BRIpaXKeHHOM TMITOK-
cueit, HarpuMep Ha (hOoHe JIETOYHO-CUCTEMHBIX IITYHTOB, BO3-
HUKaeT BTOPUIHBIN 3puTporuto3. [Ipu ypoBHe remaTokpuTa
6osee 65% v HAIMIUU CUMIITOMOB, YKa3bIBAIOIIUX Ha TTOBBI-
LIEHHYIO BSI3KOCTb KPOBU (TOJIOBHBIE OOJIU, HApyILIEHUE KOH-
LIEHTPAIlMY BHUMAHWUSI ), TOKa3aHbl KPOBOITYCKAHUSI.

JlekapcTBennas Tepamms. CremyeT BBIIEIUTH 2 paszieia
JIEKapCTBEHHOM Tepanuu y 60bHBIX JII: TommepkuBatoast
(mepopajibHble aHTUKOATYJISIHTHl U [1€3arperaHthbl, TUYPeTHU-
KU, CepleyHble TTMKO3UIbI, OKCUTEHOTepanus) u crenudu-
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AMarHocTuka u AedeHue Aero4Hox rMnepToHnn

yeckas, BkJtouaromas AK, rpoctaHOUAIbI, aHTATOHUCTHI pe-
LenTopoB sHIoTeanHA (APD), MHTMOUTOPHI hochoamacTepa-
361 5-ro Thma (MDID-5) [9].

[MoanepxuBaromas Tepamus

AHTHKOATYJISIHTBI H ie3arperantbl. [lokazaHus K Ha3Haye-
HUIO iepopabHBIX aHTUKOAryITHTOB ([TOAK) y 60abHbIX JIT
CBSI3aHBI ¢ TPAAULIMOHHBIMU PP pa3BUTUS BEHO3HBIX TPOM-
0605M0O0Mit, Takumu Kak CH, ManonoaBuKHBIN 00pa3 Ku3-
HM, a TaKKe MPeIpacronokKeHHOCThIO K TPOMOOTUYECKUM 13-
MEHEHUSIM B JIETOYHBIX COCydaX — MUKPOLMPKYJISITOPHOM
pycie u anactudeckux JIA [34, 35].

Bbraronpustasie ahdexts [TOAK y 60onbHbIX JIT OKa3a-
Hbl B OJHOLIEHTPOBBIX PETPOCHEKTUBHBIX MCCIACIOBAHUSIX Y
o6osbHbIX UJIT 1 JIAT BceactBue npuema aHOpeKTUKOB. B Ha-
cTosilee BpeMs X HazHaueHue rokazaHo 6onbHbM WJIT, Ha-
cnenyemoii JIAT, accoumnmnpoBanHoii JIAI' Ha ¢doHe npuema
AQHOPEKTUKOB. LleneBoil ypoBeHb MEXAYHAPOAHOTO HOPMaIU-
3oBaHHOTO oTHOIIeHus (MHO) nmpu WUJIT cocrasnster 1,5—2,5.
[pu npyrux hopmax JII' pemenue o HazHaueHn [TOAK mommk-
HO B KaXIIOM CJIyJyae TIPUHMMAThCS MHAMBUIYaTbHO Ha OCHO-
BaHUM OLEHKM COOTHOIIEHUSI puUcka U 3IPHEKTUBHOCTU.
B yactHOCTH, Y 60/IBHBIX TIOpTOJIETOUHOM JII” BEICOK pHCK pa3-
BUTHS KPOBOTEUCHHS 3 PACIIMPEHHBIX BeH MuIneBoa [1].

[Mpu XTOJII uenessie ypoBHu MHO Ha dboHe Tepanuu
BapdapuHoM cocTaBisiioT 2,5—3,5. B 2013 r. ans nedeHust
OOJIBHBIX 3TOI KaTeTOPUU PEKOMEHIOBaHA TepaIusl aHTUKOAa-
TYJISTHTOM IIPSIMOTO ACHCTBUS — MPSIMbIM MHTHOUTOPOM (hak-
Topa Xa puBapokcabaHom B go3e 15 wim 20 mr. I1lpoBoauth
MOHMTOPHMHT apaMeTPOB CBEPThIBAHUSI KPOBU HE TpeOyeTcs.

B kauecTBe anbrepHaTUBBI BaphaprHy y psiia MalMeHTOB
¢ JIT' ¢ MOBBIIIEHHBIM PUCKOM KPOBOTEUCHUIT WIM HE Tiepe-
HOCSIIIIUX 3TOT MperapaT PeKOMEHIOBAHO UCITOIh30BaTh HU3-
KOMOJIEKYJISIpHbIE renapuHbl. Hanbosee nocTymHbIMM HU3KO-
MOJIEKYJIIPHBIMU reTlapiHaMU SIBJISIIOTCS HaIOTapUH U 9HOK-
carmapuH. B TedyeHme 1-ro mecsma Tepanu MPUMEHSIOTCS
no3bl HaporapuHa 15 000 UAXa IC 2 pa3a B ieHb WJIM DHOKCa-
napuHa 1 Mr Ha 1 Kr Macchl Tesa 2 pasa B JIeHb, B ITOCIEAYI0-
1IeM — MEHbIIMe MpoduIaKTUIecKre 103bl: HamonapuH 7500
UAXa IC 1—2 paza B meHb 1 3HOKcarmapuH 20—40 mr 1—2
pasza B ieHb [ 1, 14].

HasnaueHue ne3arperaHToB BO3MOXKHO Y 00J1bHbBIX JIAT ¢
MOJIOKUTETBHOM MPo0O0I HAa PeaKTUBHOCTh COCYIOB, ITPU He-
nepeHocumoct — [TOAK [1]. [IpuMeHeHMEe alleTUIICATULIA -
sioBoit kucyiotbl (ACK) B no3e 75—150 Mr He conpsikeHO ¢
HEOOXOIMMOCTBIO J1abopaTopHOro KoHTtposst. Ilpearnouyru-
TeJIbHO MCIOJIb30BaHue crieuranbHbIX ¢hopM ACK, 4yTo cBO-
AT K MUHAUMYMY PUCK YIIbIIEPOTeHHOTO 3(pheKTa.

Juypernkn. MoveroHHbIe TIperapaThbl TO3BOJISIIOT YIyd-
LIUTh KIMHUYECKOe cocTossHue 0osbHbIX JIAT 1 pekomeHy-
I0TCSI BO BCeX cydasix pa3Butus aekomneHncauuu [TK [1, 14].
OTCcyTCTBYE paHIOMU3UPOBAHHBIX MCCIICIOBAHUM OCTaBJISET
3a KJIMHUIIMCTaMK TIPaBO BBIOOpA KOHKPETHOTO TperapaTa u
1103bl. J103bI AMYPETUKOB TOJKHBI aKKYPATHO MOAOUPATHCS BO
n3oexanue peskoro cHrxkenust OLIK u AJl. ITpumensiiorcs
netjaeBbie nuypeTuku: dypocemun 20—120 mr/cyr, sTakpu-
HoBast kuciora 50—100 mr/cyt, Topacemun 5—20 mr/cyr. Le-
J1Ieco00pa3HoO MPUCOEAMHEHUE aHTarOHMWCTOB allbIOCTEPOHA:
BepommnupoH 25—150 mr, arnepeHoH 20mr. Bo Beex ciayvasix
Ha3HAYeHMSI TUYPETUKOB HEOOXOAMMO TIIATEIBHO KOHTPOJIH-
pOBaTh YPOBHU 3JIEKTPOJIUTOB KPOBU, a TAaKKe COCTOSTHUE
(byHK1IMU TTOYEK.
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Okcurenorepanus. Huzkoe HachlllieHMEe BEHO3HOM KPOBU
KkuciaoponoMm y 6onpHBIX JIAT cBsizaHo ¢ Hu3kuM CB mpu He-
3HAYUTEJIbHOM HapyIIEHUEM BEHTWISLIMOHHO-TEeP(Y31MOH-
HOTO COOTHOLIEHUsI. Y GonblunHcTBa naueHToB ¢ JIAI nume-
eTcsl He3HAUYMTEIbHAas apTepuaibHasi TUIIOKCHS B TToKoe [36].
HUckmouenne cocrapistioT manueHTH ¢ JIAI Ha ¢one BIIC, y
KOTOPBIX BCJEACTBUE LIYHTUPOBAHUSI KPOBU CIIpaBa HaJIEBO
pa3BuBaeTcs pedpakTepHasi K KUCIOPOIOTeparnuu TMIoKce-
Musl. JlonoHUTeIbHAsE OKCUTEHOTEparusl B HOUHbIE Yachl He
BIUSIET HA TEUEHUE CUHIPOMa Dii3eHMeHTepa.

OkcureHotepanusi pekomeHayetcst 6onbHbIM JII' Ha do-
He XOBJI, y KOTOpBbIX HEOOXOAUMO TOCTUKEHUE MaplMaTbHO-
ro JaBJIeHWsI KUCJI0poJa B apTepuaabHOil KpoBu 0ojiee 8 KITA
Ha TIPOTSLKeHNU He MeHee 15 4 B cyTku. BaxkHo mocTossHHO
MOJIEPXKUBATh HACBILIEHUE KPOBU KUCJIOPOJOM Ha ypOBHE
90% w BbIe. B aMOy1aTOpHBIX YCIOBUSIX OKCUTEHOTEPATTHSI
HeoOXoauMa sl YIy4IIeHUs] KITMHUYeCKON CUMITOMATUKH,
KOPPEKIINY IecaTypaliuu pyu (pu3nIecKoit Harpy3Ke.

Cepaeunble TIMKO3WIbI U WHOTPOMHbIe mpenmapaTtbl. CHU-
JKEHUEe COKpaTUTeIbHOU criocooHoctu 12K — oauH u3 Bax-
Hemx MexaHu3moB nporpeccupoBatus CH y 6onbHbIx JIT,
YTO OTpEessieT MOKa3aHUs K Ha3HAUeHUIO CEPASYHBIX TIIH-
ko3unoB [1, 37]. KpatkoBpeMeHHOEe BHYTPMBEHHOE Ha3Haye-
Hue nurokcrHa y 6osibHbIX MJIT BbI3bIBAET HEKOTOPOE MOBbI-
menue CB, a Takke CONMPOBOXIAETCS CYIIECTBEHHBIM YMEHb-
IeHEM YPOBHS HOpaJapeHaTnHa B KpOBU. [laHHbBIE O pe3yib-
TaTax JJTUTELHOTO JiedeHusT 60bHbIX JIIT cepaedHbIMU TIIH-
KO3MIaMM MOKa OTCYTCTBYIOT. JAurokcuH B goze 0,25 mr/cyt
MOXET OBbITh PEKOMEHIOBAH Ul YPEXKEHUs XKeTyJOYKOBOTrO
pUTMa MPY HAITKETYTOUYKOBBIX TAXUAPUTMHUSIX.

JlobyramuH y 60bHbIX JIT" ucronb3yercs uib B TEPMU-
HaJIbHOM cTanuu 3a00JieBaHUs U B psijie clyyaeB IMO3BOJISIET
JOCTUYb CTAOMIN3ALUM COCTOSTHUS

Crnemuduaeckas Tepammst

AK. BazokoHcTpuKTHBHas Teopus maroreHesa JII' 6a3u-
pyeTcsl Ha IPUCYTCTBUY rutiepTpoduu Meauu B JIA u aprepu-
onax, a Takxke cHuxkeHuu JICC npu nmpuMeHeHUM Ba3oaua-
TatopoB [38, 39]. OueBUAHO TOIBKO Y MAJIOTO YKC/Ia OOJIbHBIX
JII' mpu nmpuMeHeHUM Ba3zoaWIaTaTOpoB, B 4yacTHoCTU AK,
MOXHO JOCTMYb KJIWHWYECKM 3HAYMMOro cHukeHus JIJIA
[14, 40].

BaaronpusTHble KIMHUYECKHUE U TTPOTHOCTUYECKUE (-
dekTl AK, TpUMeHsIEMBIX B BBICOKUX 103aX Y 001bHBIX JIT ¢
MOJIOXXKUTEIbHOW OCTPOii MPoOOIi, MOKa3aHbl B OJHOLIEHTPO-
BbIX HEKOHTPOJIMPYEMbIX UccaenoBaHusIX. K unciy pekoMeH-
JIOBaHHBIX B HacTosee Bpemst AK oTHOCATCS HU(EIUITUH U
nurtraseM [1, 9].

BoI60p B 1MOTH3Y OMHOTO M3 HUX OIPEeIIsIeTCs UCXOTHOMN
yacroroii cepaeuHbix cokpauieHuii (YCC). ITauueHram c
YCC B nokoe meHee 80 yn/MUH clieAyeT peKOMEHIOBAaTh HU-
(denunuH B IPOJOHTUPOBAHHBIX (popMax, a Takxke AK muru-
JIPOMAPUANHOBOTO DsIia TPETHETO MOKOJIEHUS. AMIIOIUITIH
CIIYXKUT IpernapaToM BeiOopa 11st marueHToB JII ¢ ssBiaeHusiMu
npaBoxkenynoukoBoii CH. CyrouHble 1035l IpernapaToB, 10-
KazaBiue 3(h(eKTUBHOCTD, TOCTATOYHO BBICOKME: TSI HU(DE-
munHa — 120—240 mr, nag amnonunuHa — 10 10—15 mr.
IIpu otHocutenbHol Taxukapauu (YCC B mokoe Gosee 80
yI/MUH) ClIeAyeT OTAaTh INMpEeNrnodyTeHue AUATHA3eMy B 103€
240—720 mr (Tada. 5).

J1o3bl npenapaTa HEOOXOAUMO MOAOUPATh MOCTEIIEHHO B
TeYeHUE HECKOJbKUX HEelleIb 10 MAKCUMAaJIbHO MEPEHOCUMBIX.
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W.E. HYa3zoBa u coaBr.

Tabanua 5. Buioop AK npu AT

CyTouHas 103a, MI/cyT

IMpenapar Haqaﬁiza;ﬂosa, npu CIAJTA<S50 npu CAJIA 50— npu CIAJIA>100
MM PT.CT. 100 MM pT.cCT. MM PT.CT.
Hudeaunuu (mposoHrupoBaHHblie (HOPMbI) 20—40 40—60 80—120 120—180
AMIIOIUITUH 2,55 10 12,5 15
Jlaumnoune 2—4 4 4—8 8
HWcpanunun 2,5-5 7,5—10 10—12,5 12,5—15
Jnntnasem 30—60 120—180 180—240 240—360

WHorma cucteMHast TUTIOTOHMSI, OTEKH TOJIEHEH W CTOIT TIpe-
MSATCTBYIOT YBEJIMYEHUIO 103bI.

BaxHo moguyepkHyTbh, uTo Tepanusi AK momkHa Hayu-
HaTbCA IO/ CTPOTUM TeMOIMHAMUYECKUM KOHTPOJIEM TOJIhb-
Ko 6osibHBIM JIAT, oTBeUaromuM Ha MMpUMEeHEeHUE Ba3oauia-
TaTOPOB B ocTpoit mpobe. Tepanus AK rnokaszaHa nmauueHTaMm
¢ CU Gonee 2,1 n/MuH/M? U/WIK HACHILIEHUEM BEHO3HOI
KpoBHU Kucioponom 6ojee 63%, u/wiu AT menee 10 mm
PT.CT. U C TTOJIOKUTEIBHBIM OTBETOM Ha OCTPOE TIpUMEHeHe
Bazonunartaropa [1, 14]. ITauueHThl, HAUJIYYIIMM OOpa3oM
pearupylone Ha HasHaueHue AK, Kak mpaBujio, IeMOH-
crpupyior cHxenue JIJIA u JICC mo 50% oT mcxomHoro,
4acTo 10 HOPMBI.

V nmaumenToB ¢ CU 6Gouee 2,1 j1/MuH/M? 1/UIU HACBIIIE-
HMEM BEHO3HOI KpOBHU KucjioponoM Gojee 63%, u/wiu AI1I1
MeHee 10 MM PT.CT. ¥ ¢ OTPULIATEILHOI OCTPOIL MPOOOIL yeITex
Ha3HAUYEeHUSI Ba3OmMJIaTaTopa MaJIOBEpOSITEH M MOXKET BbI-
3BaTh MOOOYHBIE I(PPEKTHI.

IIpu CU menee 2,1 1/MuH/M?> U/UIN HACBIILIEHUEM Be-
HO3HOI KpOBU KucjaopoaoMm MeHee 63%, u/vwau I Gonee
10 MM pT.cT. AK a6COIOTHO MPOTUBOMOKA3aHBbI.

Tonbko 10—20% 60abHBIX JIAT UIMEIOT TOJIOXKUTEIbHYIO
Mpo0y ¢ Ba3oaMIaTaTOPOM, M3 HUX JIHIIb y 50% ynaercs momi-
IepXaTth KIMHUKO-TeMOIWHAMUYECKUN 3(PGhEeKT mpu -
TteJbHOM NpuMeHeHun AK. Ocoboe BHUMaHUE clieayeT yie-
JISITh KOHTPOJIIO 32 CTa0MJIBbHOCTBIO J0CTUraeMoro addekra.
YV 60nbHbIX ¢ T 1py OJI0XUTEIBHOM OCTPOIA TpOoOe CITyCTS
3—4 mec moctosgsHHOU Tepanuu AK pekoMeHmyeTcst 0b6siza-
TeJIbHOE TMPOBENeHNEe KOHTPOJBHON KaTeTepu3alliy IPaBbIX
OTIIEJIOB cepla Uisl OLIeHKU 3(PHEKTUBHOCTU U G€30MacHO-
cty Tepanuu. [1pu HeageKBaTHOM OTBETE — OTCYTCTBHUE I0-
crickenust | wnm 11 @K (BO3), cymiecTBeHHOTO YiIydlleHUsT
reMOIMHAMUYECKUX ToKa3zaTeleil — JOJKHA O0CYXKIaThCst
koppekuus tepanuu. Hasnauenue AK 6e3 mposenenunst ODII
nin orpuarebHoit ODIT ypeBaTO pasBUTHEM TSKEIBIX 1O~
00YHBIX 9()(PEKTOB — TUITOTOHNU, CUHKOIIE, TTPaBOXETYI0Y-
koBoit CH.

VY 6onbHbIX JIAT Ha pone JISCT TecThl Ha peaKTUBHOCTh
COCY/IOB YacTO HE MO3BOJISIIOT YCTAHOBUTH BO3MOXHYIO 3()-
(GeKTUBHOCTD IIUTENIbHOM Tepanun AK, a BBICOKHME TO3BI TTO-
CleHUX TUIOXO TepeHocsTcd. baaronpusitHeie 3GhdheKTh
nuTebHOM Tepanuu AK B BBICOKMX 103aX IMOKa3aHbI IETSM C
WIIT [9].

Ipocrarnanmunst (IIT). [Mpenapater 2T0il MepcrieKTUB-
HOU TPYIIITBI, TOMUMO Ba30AWJIATUPYIOIIETO, OKa3bIBAIOT aH-
TUarperalMoHHoOe U aHTUnpoaudepatuBHoe aeiictBue. 1T
— TpyIIa JUMUAHBIX COCAMHEHUN YHUKAIbHON CTPYKTYPHI,
00pa3yeMbIX U3 eIMHOTO CyOCTpaTa apaxuaoHOBOM KHUCIOTHI.
B dwusnonornmyeckux ycnosusix [T aBisioTess MequatopamMu
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MHOTHMX OUOJIOTUIeCKUX (DYHKITUI, B TOM YUCIIEe YIaCTBYIOT B
peryisiliii COCyaIUCTOro ToHyca [41].

MT'E, — cocynopacmupsommit I, obnanarommii antn-
arperalimoOHHBIM ¥ aHTUMIPOJIM(PEepaTUBHBIM CBOWCTBAMU. DTO
nepsblii 17, KoTopslii okazaics 3GEKTUBHBIM MTPU JIEYEHU U
oonbHbIX JIT [1, 14]. Baarogapsi oueHb KOPOTKOMY TEPUOILY
noJyBbIBeZieHUsI (3—5 MUH) BO3MOXeH OBICTPBIN MOA00p 10-
35l 10 MAKCUMAJIbHOM, W TIPU HEOOXOMUMOCTH — TTOYTH MO-
MEHTaJIbHasl OCTAaHOBKa AeiicTBUs mpernapara. IToutu 90%
npenapara MHAKTUBUPYETCS B JIETKUX, TO3TOMY IPU BHYTPU-
BEHHOM BBEICHUH €T0 MOCTYIUIEHUE B 00JIbIIION KPYT KPOBOO-
OpallleHus1 KpaiiHe He3HAUUTEIbHO, BCIAEACTBUE YETO HE OT-
MedJaeTcsT BBIpaXKeHHOM CUCTEeMHO TUTIOTOHWY.

AnTtuarperaiMonHbiii addekr nenaer INI'E, nmpusieka-
TEJbHBIM C YYETOM BbIpAaXKCHHBIX HApYIIEHUI B CUCTEME Te-
MocTa3a y oonbHbiX JII. Hanbosee npuemiiema cxema Tepa-
MUY C IIOMOLIBIO0 HeOOJBIION 10361 5— 10 Hr/Kr/MUH. [Tpena-
paT BOAMTCSI BHYTPUMBEHHO KalleJbHO €O CKOpocThio 5—30
Hr/Kr/mMuH. KypcoBoe jeyeHue mpenaparoM B CyTOYHOI 103
60—80 MKr B TeueHMe 2—3 Hel CliefyeT IIPOBOAUTH Ha (hOHE
nutesibHoil Tepanuu AK. Bo3moxHble moO0ouHbIe 3(hdeKThI
— TUIIOTOHUSI, TUTIEPEMMS JINLIA, TOJIOBHbIE 00JIU, 60U B 00-
JIaCTU Cep/lla HeOoMpeaeJIeHHOIO XapakTepa, 001 B XXUBOTE,
TOIITHOTA, TUapesl.

ITpocranukiun (mpocTtariaHauH 1,) — MOIIHBIA 9HIO0-
TEeHHBIN Ba30IMUJIATATOP C LEJbIM CIEKTPOM JOMOJHUTEb-
HBIX 3((HEKTOB — aHTUArperalMOHHbIM, aHTUNpoaudepa-
TUBHBIM W IATONMPOTEKTUBHBIM, KOTOPHIC HAMpaBJICHBI Ha
MpeAoTBpallleHe PEeMOJSIMPOBAHUS JIETOUHBIX COCYIIOB:
YMEHbIIIEHUE MOBPEXKIEHUST SHAOTEIMATbHBIX KJIETOK U TH-
nepkoaryiasuuu [42, 43]. Y 6oabHbix JIT' pazauuHoii aTM010-
TMM OKAa3aHO HapylleHHe TMPOAYKIIUM IMPOCTALMKINHA, O
YeM CBUAETEIbCTBYET CHWXXEHUE JKCIPEecCUW IpPOCTallM-
KJIMHCUHTA3bl B JIA, yMeHbIIEHUE SKCKPELIMU MeTabOJUTOB
MPOCTAIIMKINHA C MOYOI. DTO CIYXUT 00OCHOBAaHUEM IS
WCITOJIb30BaHMS MPOCTALIMKINHA M €TO aHAJOTOB JIJIs Jiede-
HUs manyeHToB ¢ JIT, XoTs 1o cux Top He YCTaHOBJIEHO, SIB-
JISIETCS JIM HapylIeHUe MPOAYKIIMU MPOCTAUKIUHA MTPUYK-
Holt unu cnencreuem JII'.

B mocaennue rompl MprMeHeHNE MPOCTAINKINHA B KIIH-
HUYECKOI TTPAaKTUKE PACITUPIIIOCH 33 CUET CO3MAHMUSI ero CTa-
OWJIbHBIX aHAJIOTOB C PA3TUYHBIMU (hapMaKOKUHETUYECKUMU
0COOEHHOCTSIMU, HO KAYECTBEHHO CXOIHBIMU (hapMaKOIMHA-
MUYECKUMU cBolicTBamu |1, 9, 44].

MnonpocT — XuMU9IecKr CTaOWIIBHBIN aHAJIOT MPOCTAIIN-
KJIMHA [U1s1 BHYTPMBEHHOTO TPUMEHEHUsI, HA3HAaYEHUSI BHYTPb
B a3p030J1bHOI dopMe i uHraiasuuii. [locnenHss ¢opma
obecrieunBacT OOJBIIYIO CEJIEKTUBHOCTh IIperapara B OTHO-
IIEHUN JIETOYHOW IUPKYJISIU. B Hatreir ctpaHe WHTaSIIM-
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AMarHocTuka u AedeHue Aero4Hox rMnepToHnn

OHHBIN WJIOMPOCT — €AMHCTBEHHBIM aHAJIOT MPOCTALMKIINHA,
PEKOMEHIOBAHHBIN IS JICUCHUS CPETHETSIKEION U TSIKEIOM
dopm JIT: UIT, nacnenyemoii JIAT, JIAT Bcneactsue A3CT,
JIAT Ha hoHe nmpueMa JieKapCTBEHHBIX MTperapaToB, Heorepa-
6enpHBIX (hopM XTOJIT 9, 45].

Db hHEeKTUBHOCTD MIOMPOCTA OLIEHUBAIACH B PAHIOMM3H-
POBaHHOM IL1a11e00-KOHTpoJUupyeMoM uccienoBanuu AIR-1
y 60sbHBIX JIAT 1 XTOJIT. [ToBTOpHBIEC MHTAISILIUK B TEUSHUE
IIHSI IPOBOAMINCH 6—9 pa3 1o 2,5—5 MKI Ha MHraasInuio (B
cpeneMm 1o 30 Mkr/cyT). [1pu Mcoab30BaHUM OOBIYHBIX HE-
OyJaii3epoB UIMTEILHOCTh MHTAISILIUM COCTaBJIsIeT 15 MUH,
MPUMEHEHWE YJIbTPa3BYKOBBIX HeOyIaii3epoB IMO3BOJISIET
YMEHBIIUTD BpeMsI MHTAISILMU 10 5 MUH. MlmonpocT yiyuiian
KJIMHUYECKYI0 CHUMIITOMATHUKY, TOJIEPAHTHOCTH K (u3mde-
cKUM Harpy3kaM, Biusi1 Ha JICC, 9acToTy KITMHUIECKUX HC-
xonoB. B nccnenoBanuu STEP y 60 GobHBIX, TPUHUMABIIAX
003eHTaH, 10 CPaBHEHMIO ¢ IIale00 J00aBIeHNe UIOIIPOCTa
MMPUBOIUIIO K 3HAYMMOMY yBeJIMYeHMI0 pacctosgsHus B TIIX
(p<0,051). HMnonpocT omiMyaeTcs XOpolleil MepeHOCUMO-
cTtbio. Haubonee yacTeiMu moOOYHBIMU 3PdeKkTamu ObLIU
MPUJIVBBI U OO B YEJTIOCTH.

B mmmTenbHOM HEKOHTPOJIMPYEMOM MCCIEIOBaHUM 25
oonbHbIX WMIITT neynyiuch MHrajdssLMOHHBIM HJIOMPOCTOM
100—150 mkr/cyT Ha npoTskeHuM 1 rona. B pesynabrare je-
yeHus paccrosiHus B TLIX yBennuumiaoch Ha 85 M, ,HJIACP_
CHM3WJIOCH B cpeaHeM Ha 7 MM pr.cT., CB yBeanuwics na 0,6
JI/MUH/M?.

BHyTpuBeHHast uHbY3Us UJIOTTPOCTA CUUTACTCS COMOCTA-
BUMOI 110 3(h(PEeKTUBHOCTU C SITOMPOCTEHOJIOM, UTO MOKa3a-
HO B cepuu HeOoabmmx ucciaemoBanuit pu JIAL, XTOJIT.
OueBUIHBIMA MTPEUMYIIECTBAMI BHYTPUBECHHOTO MJIOIIPOCTA
SIBJISIIOTCSI CTAOMJIBHOCTD NMPU KOMHATHOM TeMmIiepaType U OT-
CYTCTBHE TOTPEOHOCTH B oxjaxaeHuu. OgHako B Halei
cTpaHe 3Ta (opma Tperapata s JedeHus JII' He 3apern-
cTtpupoBaHa [1].

APD. BT-1 — nmentua 3HAOTEIUATBHOTO TPOUCXOXKIE-
HUSI, XapaKTepU3YIOLIUIICS MOIIHBIM Ba30KOHCTPUKTOPHBIM
U MUTOTEHHBIM cBolicTBamu B oTHomeHun I'MK. DT-1 cBa-
3bIBaeTCs ¢ perienTopaMu 2 TunoB — tumna A (9TA), nokanu-
sytomumucsa Ha MK, u Tuna B (DTB), nokanusyomumucs
Ha sHporenuonurtax 1 'MK [1, 17]. AKTuBauust pelernTopoB
OTA u OTB na 'MK BBI3bIBaeT Ba30KOHCTPUKTOPHBINA U MU~
TOreHHbI abdexTsl. CTumMysius petentopo OTB cnoco6-
cTBYeT BbiBeeHUIO DT-1 U3 JIerkux, yBeJIMUYEHUIO MPOAYKIIMN
OKCHJIa a30Ta 1 BBICBOOOXKIEHUIO TTpocTalmkianHa. Mcciemno-
BaHUA 3Kcrnpeccun DT-1 B JIeTOUHOM TKAHU TTOATBEPKIAIOT
ero poJb B matoreHese JII', omHaKo He yCTaHOBJICHO, SIBIISICTCS
JIX TTOBBILIEHHAs TponyKus DT-1 MpuInMHONM WU ClIeaCTBU-
em JIT. AKTuBaIusi CUCTEMBI SHIOTeIMHA Y 00abHBIX JIT ciy-
KHUT 0OOCHOBaHUEM JIJISI MCIIOJb30BaHUSI aHTarOHUCTOB pe-
LIENTOPOB K 3HIOTENMHY, OJokupyoonmx peuentopsl OTA
WJIM OJHOBpEeMeHHO 00a Tura perentopoB — OTA u OTB.

Bo3enran — nepBblii pernapar u3 kjiacca APD Hecenek-
TUBHOTO JIEWCTBUS, OJIOKUPYIOLINI peLIeITOPBI 00OUX THUIIOB.
B pangomusupoBaHHBIX UccaenoBaHusIX y 00abHbIX JIT mipe-
rnapat MpOAEMOHCTPUPOBAT CIOCOOHOCTh YJydlllaTh TOJe-
PaHTHOCTh K pu3myeckuM Harpyskam, @K, remonnHamuye-
CKHe W 3XOoKapauorpaduyeckKue IapaMeTphbl, YBEJIWIMBATh
MEepUO IO Pa3BUTUS KIMHUYECKOTO yXyalleHus. B HacTos-
ee BpeMst 3(p(eKTUBHOCTh 003eHTaHa MoKa3aHa y O0JIbHbBIX
WIIT, JIAT nHa ¢one A3CT, cunapome DitzeHMeHrepa B 5
PaHIOMU3UPOBAHHBIX UCCIIEAOBAHUSIX (ITMJIOTHOE UCCTICI0BA-
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nue 351, BREATHE-1, BREATHE-2, BREATHE-5, EARLY)
[9, 46, 47].

B uccnenoBanun BREATHE-1 nauuentst ¢ UJIT uJIT Ha
¢one A3CT panmomMusupoBaHbl B cooTHoueHuu 1:1:1 mist
noaydyeHus 62,5 Mr 603eHTaHa WIM I11a1edo 2 pa3a B I€Hb B
TeyeHue 4 Hell, 3aTeM COOTBETCTBeHHO 125 mum 250 mr 2 pasa
B IeHb B TeueHue 12 Hen. [Ipu npuMeHeHU 603eHTaHa B 00e-
MX IpyMmax OTMEYaJIoCh CYIIECTBEHHOE YJIy4IlleHHe TeMOIM-
HaMMYeCKUX IapaMeTpoB, pacctossHust B TIHIX, KinHuyeckux
HMCXOI0B, KOTOPOE 0Ka3aJoCh 0oJiee BBHIPAXKEHHBIM TP J103€
250 mr 2 pasza B neHb y 6osbHbIX ¢ UJIT (+54 u +35 M cooT-
BETCTBEHHO B TpymIiax OOJbHbIM, NMpuHUMaBIIUX 250 Mmr 2
pasza u 125 mr 2 pasa). bonee BbipakeHHBII 3G GEKT HAOIIO-
naicst y 6onbHbix MJIT o cpaBuenuto ¢ rpymmoit I3CT (+46
" +3 M cooTBeTCTBeHHO). [1oBBINIIEHUE TOIEPAHTHOCTHU K Ha-
rpy3KaM COXPaHsIOCh Y OOJIbHBIX MPU JICYEHUM Ha MPOTSIKe-
Huu 6osee 1 roma M acCOLIMUPOBAIOCH C YAYUIIEHUEM TeMO-
ITUHAMUYEeCKUX mapameTpoB 1 PK.

Ha ocHoBaHMM pe3yibTaTOB 2 3aBepPUIMBIINXCS PaHIO-
MU3MPOBAHHBIX MCCIEIOBAaHUI, B KOTOpbIE BKJIIOYAINCH
To1bKO OombHBIE ¢ I DK mam cunapomoM DiizeHMeHTepa,
Mperapar B HacTosIIIee BpeMsI peKOMEHIOBAH JIJIsT OOJIBHBIX C
II®K u nipu JIAT Ha done Bpoxknenubix CJIL u cunapome
DitzenMenrepa. HauanbHast 103a 603eHTaHa cocTaBisieT 62,5
Mr 2 pa3a B cyTku. Cnycts 4 Hell 103a HEOOXOIMMO YBEIUYUTh
1o 125 mr 2 paza B cyTku [9].

V nereit no3a 603eHTaHa MOAOMPAETCS B 3aBUCUMOCTHU OT
Macchl Tejia. B oTKpbITOM HEKOHTPOJIMPYEMOM MCCeN0BaHUN
y neteii ¢ JIAI' B Bospacte 4—17 net (BREATHE-3) ynyuiie-
HHUE TeMOAMHAMHMYECKMX IapaMeTpoB Habomanoch K 12-i
Hezesne JiedeHUsT 003¢HTAaHOM B BUIE MOHOTEpalid WIA B
KOMOWHAIIMY C 3TTOMPOCTEHOIOM.

[ToBrbillIeHNE YPOBHS TpaHCAMUHA3 OTMEUYAETCsl MPUMEp-
HO'y 10% GOJIbHBIX B 3aBUCMMOCTH OT J03bI M1 00PaTUMO I10CTIE
ee YMEeHBIIIeHUsT WIK OTMeHBI TiperapaTta. Haubomee BeposiT-
HBIM MEXaHM3MOM JIeHICTBUSI O03eHTaHaA Ha YPOBEHB MTeYeHOY~
HBIX (DEPMEHTOB SIBJISIETCS] 3aBUCUMAsT OT 103bl KOHKYPEHIIUS
C JXEJTUYHBIMU COJISIMU, YTO TIPUBOIUT K MX 3aJepPKKE, OKa3bI-
Basl Ha TeMaToIUTHI IMTOTOKCUYHOE JielicTBre. PekomeHmyeT-
csl eXXKeMeCsSIUHbII KOHTPOJIb 3a YPOBHEM TpaHCaMUHAa3 B KPO-
BU Ha (poHe Teparuu 003eHTaHOM.

PexomMenmyercs Ha3HaYeHUE TIpeTiapaTa B Ha4aIbHOM 10-
3e 62,5 Mr 2 pasa B CYTKH C TIOCJIEAYIOIIMM YBETUUCHUEM T03bI
1o 125 Mr 2 pa3a B ieHb IOJ1 TIATEIbHBIM €XXeMeCSIYHbIM KOH-
TpoJjieM ¢epMeHTOB rneuyeHu. Y 6osbHbIX JII' 603eHTaH MOXET
BBI3BIBaTh AaHEMUIO, UTO TPeOyeT KOHTPOJISI YPOBHE T€MOTJIO-
OMHA ¥ reMaTOKpUTa KPOBHU, a TaAKXKe 3aIePKKY XKUIKOCTH C
MOsIBJIeHEM TieprbeprUIecKX OTeKOB. Y JXEHIIUH, MPUHM-
Marwnmx 003eHTaH, HeOOXoIMMa afeKBaTHAsl KOHTpALEIIIMs
C YY4eTOM BO3MOXHOTO TepaToreHHoro addekra. B Hamiei
cTpaHe 003eHTaH PeKOMEHI0BaH [Jis1 JieueHus 60abHbIX UJIT,
JIAT BcienctBue CUCTEMHON CKIIEPOJAepMUN O€3 CylIeCTBEH-
HOTO JIErOYHOTro (pubpo3a, mpu CUHAPOME Dii3eHMeHTrepa.

AmMOpu3eHTan — HecyabDoHamMugHbIH AP3D, mpousBo-
JTHOE TIPOTAaHOEBOIM KUCJIOTHI, CEJICKTUBHBIM aHTATOHUCT pe-
ternropoB OTA. Ipenapar ucciienoBaiy B MUJIOTHOM U 2 paH-
nomusupoBaHHbIX uccaenoBanusix ARIES-1u ARIES-2 (1,9,
48]. Y 6onbubix ¢ MIT, JIT Ha done AI3CT nu BUY-undekiuu
rnmokazaHa 3((GeKTUBHOCTh B BUJIE YIyYLICHUSI KIIMHUYECKOM
CUMITOMAaTHKM, TeMOIMHAMUIECKUX ITapaMeTpoOB, TOBBIIIE-
HUS TOJIEPAHTHOCTM K Harpy3kam, YUIMHEHUU BPEMEHU 10
pa3BUTUS KIMHWYECKOTO yxynmeHus. [1o MeHbIIel Mepe, B
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W.E. Ya3zoBa u coaBT.

TeueHue | roma MocTosSHHOM Tepanuu 31 3 HEKTh COXpaHsI-
JINCD.

AMOpHM3EeHTaH PEKOMEHIOBaH JUIS JICYCHUS OOJBHBIX
JIAT nng yaydineHus TIepeHOCUMOCTH (hU3UYECKON Harpys-
KU, 3aMeUICHUsI TTPOTPECCUPOBAHUS KIMHUYECKUX CUMIITO-
MOB. B KIMHMUYECKUX UCCICMIOBAHUSIX YCTaHOBJIeHA 3 deK-
TUBHOCTbH Mpernapara mpeuMyIecTBeHHO y mamueHToB UJIT,
nacienyemoii JIAT, JIAT Bcnenctsue A3CT ¢ I1—I1T ®K. Pe-
KOMEHIOBaHHasl 103a COCTaB/sIeT 5 MI' 1 pa3 B CYTKM C BO3-
MOXKHBIM yBenmueHueM 1o 10 mMr. Yacrora HapyieHui (hyHK-
MU 1iedeHu coctapisger ot 0,8 mo 3%, 4ro 00ycIOBIMBAET
HEOO0XOIMMOCTb eXeMecIYHOro KoHTpoist. Ha ¢oHe Tepanuu
aMOpU3eHTAHOM yYallle, YeM ITPU UCIToIb30BaHuU Apyrux APD
BO3HUKAIOT TTepU(eprIeCcKre OTEKU.

Okcuz azora (II) u UD/ID-5

Okcun azora (II) — MOIIHBINA 9HAOTEHHbIN Ba3oauiaTa-
TOp, CEJIEKTUBHO NEUCTBYIOIIMIA HAa COCYIObl MajJoro Kpyra
KpoBooOpaieHus. NO obpa3syercst u3 L-apruHuHa mpu 1mo-
MOIIY 3aBUCUMOM OT Kanbliust NO-cuHTasbl. AuddyHaupys
yepe3 anbBeossipHyto meMopany, NO nonanaer B TMK apte-
puii U apTepuol, MOBbILIAsl YPOBEHb LIMKIMYECKOTO TyaHO-
suaMoHodochaTta (LII'MP). [locnenHuii 3amyckaeT Kackan
peaxiuii, TpuBOASIIINX K cHIKeHnto Tonyca MK cocynos.
3arem NO nocTyraet B CUCTEMHBII KPOBOTOK, Tie MHAKTUBU-
pyeTcsi IyTeM CBSI3bIBAaHMSI C OKCUTEMOTIJIOOMHOM ¢ 00pa3oBa-
HUEM MeTreMOorao0uHa u HUTpaToB [ 1, 9].

[Tpu JIT" Hapymaetcst cuate3 NO. B KjieTKax sHIoTe M
60sbHbIX UJIT py UMMYHOTHCTOXUMMYECKUX UCCIIEI0BAHU -
SIX BBISIBJIGHO CHUXKEHME DKCIpeccuu aHaoTeauanbHoii NO-
cuHTas3bpl. Ha obOpazoBanue NO BIMSIIOT MHOTOYMCJICHHbBIC
daxroprl. Dto skcmpeccust reHa NO-cUHTa3bl, aKTUBHOCTh
NO-cuHTa3bl U pochonuscrepasbl, 00eCIeUnBaIOIIUX PETY-
ssaumio nponykiyu ul' M®, nmocTcuHTeTHYECKOEe OKUCIEHNE
NO. Takum o6pazom, 1151 tedeHust JII' BO3MOXHO MCITOIB30-
BaHUWe MHTaIsIIIMOHHOTO NO, cybcTpara sl ero cuHTe3a —
L-aprununa, a rakke UDIAD-5.

B 80-e ronpt XX Beka uHranasiunoHHbli NO ucmonb3o-
BaJicA ¢ 1enbio nmpoBeacHuss OPIT wist olleHKU peaKTUBHOCTH
JIETOYHBIX COCYIOB U BBISIBIIEHUsI OOJIHBIX C MOTEHIINATBHO
MMO3UTUBHBIM 3(D(heKTOM BazommiatatopoB. OmrcaHbl crydan
JUTUTEJIbHOTO 3(P(MEKTUBHOrO M 0OE30MacHOr0 MpUMEHEHUs
uHransuuii NO makcumaiabHo 10 1,5 rona y 6onbHbix WUJIT.
B cranumoHapHbix yciaoBusix 6osbHbIM JII' pekoMeHmyrorcst
2—3-HepaenbHbIe Kypebl MHTassiimoHHoro NO 20—40 ppm B
TeyeHne 5—6 4 B cyTkH [1].

CunneHadmin — MOIIHBINM CEJIEKTUBHBII MHTUOUTOD 3a-
pucuMoii ot il M®P dochomuscrepasbl (5-if TUIT), TIPEIOT-
Bparias nerpagamuio I'M®, Be3biBaeT cHkenne JICC u
neperpy3ku [IDK. UDID-5 garor aHTHOpOanMdepaTUBHBINA
addekr [49]. Tpu omo0OPEeHHBIX WIS JIEYSHUS] SPEKTUIBLHOM
nucyHKUIMM Mpenapata — cuiiaeHadui, Taganadui, Bapae-
HadWI BbI3bIBAIOT BBIPAKEHHYIO TUJIATALIUIO JIETOYHBIX COCY-
noB [50]. MakcumyMm neiictBust mocturaercst yepe3 60, 75—90
1 40—45 MUH cOOTBETCTBEHHO. B Halleil ctpaHe 1jis1 jedeHust
oosnbHbIX JIT' omobpeH npenapat cunaeHadun [1]. K Hacros-
1eMy BPeMEHHU yKe HaKOIJICHbI TaHHbIE, IeMOHCTPUPYIOIINE
XOPOLLYIO EPEHOCUMOCTb U BBICOKYIO 3(P(HEKTUBHOCTb CUJI-
neHaduia y 6oabHbiX JII' paznuuHoil atoioruu. B HeKoH-
TPOJIMPYEMBIX KIMHUYECKUX WCCIAENOBAHUSAX CUIIeHADWIT
npumensicss nipu UJIT, JIT', accoumuposanHoit ¢ JI3CT,
BIIC, npu XTOJII' B pazoBbix go3ax 25—75 mr 2—3 pa3a B
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CYTKM U BBI3bIBAJl YJIy4IlleHHE FeMOIMHAMUKM, TOJIEPAHTHO-
cTH K (pusmyeckum Harpys3kaMm. OIMUCaHbl peaKue 000YHbIE
a3 deKTH IperapaTa — roJIoBHast 60J1b, 3aJT0KEHHOCTb HOCA,
MPUJIUBBI, HAPYIICHUS 3pSHUST, TUCIICTICHSI.

B panpomusupoBanHom ucciaenoBanuu SUPER-1 y 278
60abHBIX JIAT, moTyyaBIINX criiaeHaduIa TUTpaT B 1o3ax 20,
40 u 80 Mr 3 pa3a B CyTKU, OTMEUAJIOCh YIy4IlIeHUEe KIMHUYE-
CKOI CUMITTOMaTUKH, TeMOIIMHAMUKM, TOJIEPAHTHOCTH K (hu-
3uyeckuM Harpy3kaMm [51]. OnoOpenHas no3a coctaiseT 20
mr 3 pasa B cyTku. OmHaKo cTabMIbHBIN 3(PdEKT JIeYeHUsT OT-
MeYJaJICsI TOJIbKO TIPY TTpUMeHeHNU 03kl 80 MT 3 pasa B CyTKU.
B kiiMHMYECKOI MpaKTUKeE 9acTO TPeOyeTCst ITOBBIIIIEHUE TO3bI
1o 40—80 mr 3 pasa B cytku. B uccnenoBanuu PACES noka-
3aHa 9(G(PEKTUBHOCTL cuineHadmIa B COYETAHUM C BHYTPU-
BEHHBIM JITOIIPOCTEHOJIOM [9, 46].

Kom0unupoBanHas Tepanus

KomounuposanHast tepanus npu JIAIT — ogHOBpeMeH-
HOE HCIOJIb30BaHUE 0oJjiee OJHOrO Kijacca CreludUuIecKux
JIEKAPCTBEHHBIX CPEICTB IJIST JICUCHUST OOJbHBIX, HAIIpUMEpP
APD B coueranuu ¢ npocraHounamu uiu UPIAD-5[1, 9, 46,
52]. Bo MHOTrUX CrielIMaJu3UpOBAHHBIX LIEHTPAX 110 JeYSHUIO
JIT' koMOMHMpOBaHHAs Teparnus sSIBJSETCSI CTAHIAPTOM Jieue-
HUS, XOTS ee JTOJATOCPOUYHbIe 3(h(EeKTUBHOCTh 1 6€30ITaCHOCTh
IO KOHIIa He U3yYeHBI.

B cepuu K1MHMYECKUX UCCIeq0BAaHUI MTOKa3aHbl 3 dek-
TUBHOCTb M 0€30ITaCHOCTh pa3JIMYHbIX KOMOMHaLuii. B nc-
cienoBanuu STEP-1 12-HenenpHast Tepanusl WHTAISIIIMOH-
HBIM WJIOIIPOCTOM B COYETAaHUU C OO3EHTAaHOM IPUBOIMIA K
BhIpaXKeHHOMY yBenudeHuto paccrosaus B THIX. IMocne nH-
rajsIliiy WIOMPOCTa ee MPUPOCT coctanisut +26 m (p=0,051)
[52]. Ipu mposenennu TLLX 10 MHTAISAIINN IO CPABHEHUIO C
ru1anebo yBeJInueHue pacCTOSTHUST COCTaBIIsIO +19 M, HO ObI-
JIO HeocTOBepHbIM. Yepe3 12 Hed Tepanuu WIOMIPOCTOM He
OTMEYaoCh KIMHUYECKU 3HAUMMBIX U3MEHEHUI reMOIMHa-
MHUYECKHX TTapaMeTpOB, OMHAKO BPeMsI 0 Pa3BUTHS KIIMHIYE-
CKOTO YXYIIICHUS YIy4lIajJoch 110 CPAaBHEHWIO C TAKOBHIM B
rpyrne riaue6o (0 uCXomoB MPOTUB 5 UCXOMOB B IPYIIIE Iia-
11e60). Hanmportus, uccnenosanue COMBI, B KoTopoM o1ieHU-
BaJINCh BO3MOXHOCTH KOMOMHMPOBAHHOI TepaIry WIOMIPO-
CTOM M 0O03eHTAaHOM, HOCPOYHO TIPEKpaIlleHO W3-3a OTCYT-
CTBUS BJIMSIHUS HA TOJIEPAHTHOCTh K Harpy3kaM 1 BpeMEHHU J10
Pa3BUTHSI KTMHUYECKOTO YXYIILIECHUSI.

BaxkHO OTMETUTH OCOOEHHOCTHU TIPY COBMECTHOM TIPHUME-
HeHuu crietduueckoit st JIAT tepanuu. Tak, B pamKax uc-
cnenoBanuss EARLY usyvanuch ¢hapMakKOKMHETUYECKUE B3a-
MMOEHCTBUS O03eHTaHa U CHIIeHa(dUIa, KOTOPBIE SIBJISTIOTCS
COOTBETCTBEHHO MHTMOMTOPOM M MHIYKTOPOM H30(hepMeH-
ToB 1tutoxpoma P-450. [1pu coueraHHOM MPUMEHEHUU KOH-
LIeHTpalus cuiaeHaduaa cHuxaercsi, a 603eHTaHa — TMOBbI-
maetcsi. Ho 210 He ckasbiBaeTcs Ha 3(P(eKTUBHOCTU Tepa-
nuu. He onrcano mogoOHBIX B3aMMOIEUCTBUI MEXITY CHITIE-
HaduaoM u aBymst npyrumu APD (Tadu. 6) [9].

ITokazaHueM K Ha3zHaYeHMIO KOMOMHUPOBAHHON Tepa-
nuu y 60abHbIX JIAT SBJISIETCS OTCYTCTBUE CTAOMIBHOTO KJIM-
HUvyeckoro 3¢ dexra.

boseHTaH sBnsieTcss uHAYKTOpOoM n3odepmeHToB CYP3A4,
CYP2C9 uutoxpoma P-450. KoHiieHTpaluu B mia3Me KpoBu
JIEKapCTBEHHBIX ITpenapaToB, MeTabOM3UPYEMBbIX YKa3aHHbI-
MU 130(hepMEHTAMM, YMEHBIIAIOTCS IIPU COYETAHHOM IPUME-
HeHuu ¢ 603eHTaHOM. KOHIIeHTpalus 603eHTaHa TIPU 3TOM
Bo3pacTaeT (cM. Tao.1. 6).
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Tabanua 6. lNoTeHuMaAbHble B3aMMOAEHCTBUSI AeKapCTB Npu Tepanun AAT

JlekapcTBeHHbIN MexaHu3M BzaumogeiicTByolmii sekap- PesysbraT B3auMoaeiicTBuSI
npernapar B3aMMOJIEHCTBUS CTBEHHBII Mpernapar 1 PEKOMEHIaLuu
AMOpU3eHTaH ? Huxnociopun CobonaTb OCTOPOXXHOCTD PU COBMECTHOM Ha-
Ketonazon 3HAUEHUU C KETOHA30JIOM U LIMKJIOCTIOPHOM
BoseHTan Nnnykrop CYP3A4 Cungenadun KoHieHTpanus cuneHabuaa cHuxkaetcst Ha 50%,
603eHTaHa — moBbimaercst Ha 50%. He TpeGyercst
KOPPEKLIMHU 103 APYTUX JeKapCTBEHHbIX ITpernapa-
TOB
Cyb6crpar CYP3A4 HukinocnopuH KoHILIeHTpalus HUKIOCIIOpUHA CHUXKAETCS Ha
50%, KoHIIeHTpalKsi G03eHTaHa yBEINUNBACTCS B
4 paza
Cyb6ctpar CYP3A4 DPUTPOMULIH YBennuuBaeTcs KOHLEHTpalus 6o3eHTaHa. [1pu
KOPOTKOM Kypce KOPPEKIIHS O3Bl MOXET He TI0-
TpebOBaThLCS
Cyoctpar CYP3A4 KeroHnazon Kon1eHTpauust 603eHTaHa yBeIUYMBaeTCs B 2
pasa
Cybcrpar CYP3A4 + un- [ubeHknamum VYBenMunBaeT BEpOSITHOCTD MOBBILICHUS TPaHCa-
TMOUTOP HAcoca XKemd- MuHa3. [ToTeHIMaNTbHbII PUCK CHUKEHUSI TUTIO-
HBIX COJIei rmuKeMuueckoro addexra rmubenkiamuna. Coue-
TaHUe MPOTUBOIIOKA3aHO
Cy6crpar CYP2C9 n dykoHaszon 3HAYUTEIBHO YBEJIMUMBAETCSI KOHILIEHTpAaIus 60-
CYP3A4 AMUoiapoH 3eHTaHa. CoueTaHue MOTEeHIUATbHO MPOTUBOIIO-
Ka3aHO
WNnnyxktopet CYP2C9u  Pudamnuumn KonueHrpartiusi 603eHTaHa yMeHbliaeTcst Ha 58 %.
CYP3A4 DeHuTONH [MoTpeGHOCTb B KOPPEKIIMH 103bI HE YCTAHOBJIEHA
Nunyxropsr CYP2C9 Nurudurtopsl IMI" KoA-penyk-  KoHueHTpauusi ciMBacTaTMHA CHUXKAETCS Ha
Ta3bl 50%. Dddekt BeposiTeH Npu Ha3HAYEHU K aTOPBa-
cratuHa. HeoOxoamm KOHTPOJTb YPOBHS XOJIeCTe-
puHa
HNunykropst CYP2C9 Bapdapun VYBesnunBaeT MeTadbonu3M BapdapuHa, BbI3bIBaCT
MOTPeGHOCTh B KOPPEKIINY JI03bI TIpernapara. B Ha-
yajie Teparnuu KoHtposib MHO, B najbHeiiem
KOPPEKIIMSI 03bI, KaK MPaBuIo, He TpeOdyeTcst
Wunykroper CYP2C9u  KombunupoBaHHbIe nepopaib-  CHMXaeTcst KOHLIEHTpaLus ropMoHoB. Hanex-
CYP3A4 HbI€ KOHTPALICNITUBbI HOCTb KOHTPALICTILIMY CHUXKAETCS
CungeHadun Cyoctpar CYP3A4 boseHTan KonuenTpanus cunneHadwmia cHikaercst Ha 50%,
KOHIIEHTpalust 603eHTaHa moBbitaercst Ha 50%.
Koppekiinu 103 mpernapatoB MOXeT He ToTpe6o-
BaThCS
Cyoctpar CYP3A4 Wuruduropel TMIT KoA-penyk-  MoXeT yBeIMUUTHCSI KOHLEHTPALMSI CUMBACTaTH -
Tasbl Ha/aTopBacTaTMHa. BO3MOXHO yBeJnYeHUe prucka
pabaomuoausa. KoHueHTpauus cunaeHaduia Mo-
KT MOBBILLATbCS
Cyb6crpar CYP3A4 Wuruburopsl npoteaz BUY PurtoHaBup, cakBUHaABUP 3HAYMTEIHHO MOBBIIIAIOT
KOHIIeHTpanuio cuiaeHadwmia. Tpebyercs Kop-
PEKIIUS T03bI TIOCIEHETO
Wunyxkrop CYP3A4 DeHnTONH KoHueHTpauus cunaeHaduia MoxXeT CHAXATbCS
Cyb6crpar CYP3A4 DPUTPOMULIH TToBbilaeTcst KOHLEHTpaLus cuiaeHabuaa. Kop-
PEeKLMU 03Bl MOCIEIHEro YacTo He TpeOyeTcst
Cy6ctpar CYP3A4 Kertonazon [ToBslaeTcst KoHLeHTpauus cuaneHadbma. Kop-
PEKIIUU TO3BI TIOCJIETHETO YaCTO He TPeOyeTcst
Cyb6crpar CYP3A4 Lumernann [NoBeiaercst KoHLeHTpaLus cuiieHaduna. Kax
MPpaBUJIO, He TPeOyeTcst KOPPEKLIMU 103bI MOCIIeN -
Hero
ul'M® Hurpatsl, HUKOpaHaui BripaxkeHHast cucTeMHasi THIIOTOHMSI, COUeTaHUe

TIPOTHUBOIIOKA3aHO

KonueHTparmst 603eHTaHa Bo3pacTaeT IPU COYeTaHHOM
npumeHeHnu ¢ uHrnouropamu CYP3A4 (keToHa3os, puToHa-
Bup) u/unu uaruouropamu CYP2C9 (ammonapoHn, daykona-
30i1). [loaroMy 0O3eHTaH MOTEHIMAIBbHO TPOTHBOIIOKA3aH

Ipu IMMPpUEME OTUX MIPEIapaToB.

TEPAMEBTUYECKUIA APXVB 9, 2014

CunTaercs IpOTUBOIOKa3aHHBIM Ha3HaYeHKHe 603eHTaHa
MpY MprUeMe UTPaKOHA301a, TAKPOJIMMyca, CUpOJIMMYyca, Kap-
b6amasenuHa, (heHOGapOuTasa, TarcoHa.

OcHoBHOI1 NyTh MeTabonu3Ma cunaeHaduia — CYP3A4

u B MeHblei crenenn CYP2C9. Unuaykropsl CYP3A4 (kap-
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W.E. HYa3zoBa u coaBr.

OamMazenuHbl, (EeHUTOMH, (eHobapouTan, pudaMITULIIH)
YMEHBIIAIOT KOHIICHTpaluio cuiaeHaduina. Heckoibko 110-
BBIIIAETCSI KOHIICHTpAlWs TIperapata TpU YHOTpeOJIeHUN
rpeiindpyroBoro coka — ciabdoro uHruoutropa CYP3A4/5.

M3-3a prcka pa3BUTHSI CHCTEMHOU TMITIOTOHUY TpeOyeTcs
0co0asi MPeAOCTOPOKHOCTh MPHY COYETAHHOM MPUMEHEHUU
cneunduueckoit Tepanuu JIAI ¢ aHTUTUNEPTEH3UBHBIMU
npenaparamu, TaKUMHU KakK -aapeHo0I0KaTOpbl, UHTMOUTO-
Pbl aHTUOTEH3MHITPEeBpAILIAIOIIEeTO (PepMEHTa U AP.

Jleuenune apurmumii

Y o6onbHbIX JIT' 310KauecTBEHHbIE HaApyIIEHUs] PUTMa,
TakKe Kak XeJyq0uKoBas TaXxukapaus, GUuopuisius xemy-
JIOYKOB, OTMEYAIOTCS PexXe, YeM Yy MallMeHTOB, CTPalalolnuX
neBoxenynoukoBoit CH. Cpenu 132 6onbHBIX JIAT TONBKO Y
8% ocraHOBKa cepjilia Bhi3BaHa (GUOPUILISIIINEH KeTyT10UKOB
[9, 20]. B 6-netHem HabmoneHun y 231 6onpHoro JIAT nimn
XTOJI Habmogancs TOAbKO 1 ciyyail 3710KayeCTBEHHOM
KeTynIoukoBoil aputMuu. HamxkenynoukoBble apuTMUU BO3-
Hukatot nipu JIT ¢ yactoroit 2,8% B roa. TpeneraHue Wiu
MepllaHWe Tpeacepauii BCTpeyaroTcss OAMHAKOBO YacTo U
MPUBOJISAT K KTUHUYECKOMY YXYIILIEHUIO U Pa3BUTHUIO MIPaBO-
xenynoukoBoit CH. JleueHune TpeneTaHusl nmpeacepauii 60-
nee 9 GEeKTUBHO, YeM MepliaTeTbHOl aputMun. BocctaHoB-
JIeHWe CUHYcoBOTo putMma y 60sbHbIX JII' mpuBoaMIO K Mo-
BBILIEHUIO BBKMBAEMOCTHU 1O CPABHEHUIO C TAKOBOH y 00JIb-
HBIX C TIOCTOSIHHOU (hopMOIi MeplLaTeabHON apuTMuU, U3
KoTopbix 80% ymupanu B TeueHue 2 jeT. XOTsI OTCYTCTBYIOT
NIaHHbIE KOHTPOJIUPYEMbBIX UCCIETOBAHUI UIN MPOCTEKTUB-
HBIX HAOJIOJIEHUI LIeJIbIO TepanuU AOJIKHO OBITh yAepXKaHUe
CTabUJIBHOTO CUHYCOBOTrO puTtMa. [1pu BbIOOpE aHTUAPUTMU -
YeCKUX TpernapaTroB MPearoYTeHrne OTIAeTCs TeM, KOTOpbie
He OKAa3blBAlOT OTpHUIIATEIbHOE WMHOTPOMHOE NEeWCTBUE, B
YaCTHOCTHU aMuoAapoHy [9].

Xupypruueckoe JjeyeHue

IIpencepanas centoctomust (IICC). O6ocHOBaHMEM UTSI
nposeneHus: [1CC sgBuauch HaOMOAEHUS, TOKa3aBIlIue, YTO
BBIKMBAEMOCTb OOJIbHBIX C CHHIPOMOM Dii3eHMeHIepa u
WJIT ¢ oTKpBITHIM OBaJIbHBIM OKHOM BBIIIIE, YEM B CIydae He-
M3MEHEHHOI MeXMnpeacepaHoit nmeperoponku [1, 53]. Cosna-
HUe TIyHTa CIIpaBa HaJIeBO MO3BOJIsIeT CHU3NTE cpenHee JTTTT
u nieperpy3ky I12K, a Takxe yBenuuuth npeaHarpysky JIZK u,
TakuM obOpa3zoM, CB. B aTux yciaoBusix yiaydinaercs TpaHC-
MOPT KUCJIOPONa, HECMOTPST Ha [lecaTypaluio apTepuaibHOi
KPOBU, YMEHbIIIAeTCsT CUMTIaTUdeckast TutiepaktuBanys. [1po-
Henypa npotuBonokazaHa npu cpenHem ITIT Beime 20 mm
PT.CT., HaChIILIEHUM KPOBU KucjaoponoM MeHee 80% B mokoe.
B pesynbrate BMemIaTeNbCTBA HAOMIOMAETCS YMEHBIIEHUE
CUHKOTIE, TIOBBIIIIEHNE TOJIEPAaHTHOCTH K Harpy3ke [54]. [ICC
peKoMeHI0BaHa ToJIbKO 60ibHBIM ¢ IV @K (panee Taxcke 111
®K) ¢ yacTbIMU CUHKOIIE U/WIN pehpaKTepHOI ITPaBOKeIy-
noukoBoii CH, HecMOTpsT Ha MEIMKAMEHTO3HYIO TEPaIuio, B
TOM YHCJIe TIepel TpaHCIUTaHTalnel, He Tosbko ripu WUJIT, Ho
u accouuupoBanHoit JII' mpu A3CT, onepupoBanHbix BIIC,
IUCTaIbHBIX TpoM0030B B JIA, JIBOB, nerouHom Kanuisip-
HOM remaHruomatose [1]. PanmoMusupoBaHHbIE HUCCIeI0BA-
HUST nOoKasamnd 3(PGdEeKTUBHOCTD TPOILEAYPHl B OTHOIIEHUM
YJIy4lIeHUS] TeMOJMHAMUYECKOTO U (hYHKIIMOHATBHOIO CTa-
Tyca GOJIbHBIX, @ TAKXKE MX MPOrHO3a.

[1CC pexomenmoBana 6osbHbIM JIT ¢ 111 1 IV ®K (BO3)
C YaCTHIMU CUHKOTIE MJTN pepaKTepHOI K Teparuy IpaBoxkKe-
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nynoukoBoii CH. CMmepTHOCTb OOJIBHBIX INMPU TPOBEICHUU
I1CC cocrasuser 5—15%.

TpomO3HAapTEPIKTOMHS. DTOT BUI XUPYPTUIECKOTO Jie-
yeHust 60JbHBIX JII' ¢ TpOMOOTHYECKOI 00TYypalueit MpoKCcH-
MajibHbIX OoTaesioB JIA 1o3Bossier yMeHbIuTh odiee JICC,
VAYYIIUTh CUCcTONMMYecKyto ¢yHKuuo 12K, TonepaHTHOCTD K
busznyeckum Harpyskam, YBEJIUIUTH IPOIODKUTEIBHOCTh
JKM3HU OOJIbHBIX [9, 55].

IMokazaHusiMu K TpPOMOIHIAPTEPIKTOMUM  SIBJISIIOTCS
II—1V O®K, JICC >300 auH/c/cM’, HaluIue LEHTPATbHBIX
TPOMOOB (IO CeTMEHTapHOTro ypoBHS) (>50% o6CTpyKUMS B
MPOKCUMAaNIbHBIX apTepusix no naHHbiM AIIl), coxpaHeHue
TpoM0O030B Ha (poHe aeKBaTHOM aHTUKOATYJITHTHOM Teparnuu
B TeueHHe 3 Mec. [IpoTBOMIOKAa3aHUS: TSKEIbIe XPOHUYECKUE
3a00J1eBaHUsI JIETKUX (OOCTPYKTUBHBIEC, PECTPUKTUBHBIE), TSI~
JKeJlasl COMYTCTBYIOLIAs! MATOJIOTHsI, TUCTaIbHbIE MOpaXKeHUs
JIETOYHBIX COCY/IOB, TSIKeJiast JIGBOXKEIyI0UKOBasi HEA0CTAaTOY -
HOCTb.

Tpom6aHmapTepakToMus mokazaHa rarueHtam ¢ X TOJIT,
MBC, xitanaHHBIMU TOPOKAMU.

TpancniaHTaMs JIETKHX WM KOMILIEKCA cepine—Jerkue.
CoBepllIeHCTBOBaHME JIeKapcTBeHHOM Teparmuu JIAD cytie-
CTBEHHO YMEHBUIWJIO MOTPEOHOCTh B TpaHCIIaHTauuu [1, 9,
56, 57]. lpumepHo y 25% 6GonbpHbIX T He OTMEYeHO cylile-
CTBEHHOTO YJIYYIIIeHUs MPY Ha3HAYCHUM CIIeU(PUIecKoii Te-
parmu. [1porHo3 y 6onmbHbIX ¢ DK I1I—IV ocraercsa kpaiine
HeOJIaroNPUSTHBIM M 3aBUCUT OT 3THOJIOTUH. Tak, y O0JBHBIX
JIAT Ha done JI3CT oH 3HauuTeNbHO XyXKe, yem nipu UJIT.
HawnbGosbias BbKMBAeMOCTh OTMeuaeTcst y 0obHbIX JIAT Ha
¢one BIIC, Hanxynmmii iporHo3 — mpu JIBOB, nerouynom
KaIlUTIPHOM TeMaHTHOMAaTo3e, KOTIa MeTuKaMeHTO3Hasl Te-
panus Maaoad@eKTUBHA.

BonbHBIE ¢ XyaIIMM MPOTHO30M TOJIKHBI BKJIIOYATHCS B
JIUCT OXMIAHWSI TPAaHCIUIAHTAIlUM KOMILIEKCa Cepare—Jer-
KVe WM OwiaTepaJbHOW TpaHCIUIAaHTAIIMU JIeTKuX. TodHast
CTAaTUCTUKA OCJIOXHEHUI B BUIE PA3BUTUSI CUCTOJIMYECKOM
nuchynkimu 2K u/unm nnacronumyeckoit nucdyHkimm JIK
HeusBecTHa. M3-3a neduninra JOHOPCKUX OPTaHOB Yallle BhI-
TOTHSIeTCSl OwtatepaibHasl TpaHCIUIAHTAlWsl JieTkux. [lpum
pe3KoM CHUKeHMM nocieHarpy3ku [12K B pesynbrate npose-
JIeHUs1 OWIaTepaibHOI TpaHCIUIAHTALIMY JIETKMX YacTO B paH-
HEM TIOCJICONEePAlIMOHHOM MEePHUOAC OTMEUYAeTCS] HeCTaOMIIb-
HOCTb TeMOAMHAMUKU. BeIKUBaeMOCTh MOCie TpaHCIUIaHTa-
LIMY OTHOTO WUJIY ABYX JIETKMX MPUMEPHO oauHakoBas. [Tocie
TPaHCIUIAHTALIMU OHOTO JIETKOr0 OTMeYaeTcs OoJiee TsoKeaas
ruriokceMusi. B HacTosiee Bpems: B OOJBIIMHCTBE LIEHTPOB
orepanueil Bbibopa sIBiigeTcs OuiarepaibHas TpaHCIUIaHTa-
1ms jgerkux. CorjjacHO JaHHBIM peructpa MexxayHapoIHOro
00111ecTBa TPAHCIUIAHTAILIMM CEPLIA U JIETKUX TIPU CUHAPOME
Dit3eHMEHTepa BCIEACTBUE MPOCTHIX IIOPOKOB BEIOOPOM MO-
XeT OBITh M30JTMPOBAaHHAS TPAHCIIAHTAIIMS JIETKOTO C OJTHO-
BpEMEHHOI KoppeKiueil mopoka. [Ipu keaymouykoBbIX Je-
(bexTax nyuive UCXoabl HAOIIOMAIOTCS MPU TPaHCILIAHTALIMY
KOMILJIEKCa cepame—Jerkue; S-JIeTHSS BBIKMBAeMOCTb Yy
60nbHbBIX JIAT coctasisietT mpumepHo 45—50%.

Adroputm Jieuyenus 00ibHbIX JIAT

PaznuuHble BUAbI crienMdUUecKoii JieKapcTBEHHOM Tepa-
nuu oueHuBanuCh y bonbHbix UJIT, Hacnenyemoit JIAT, JIAT
Ha (oHe mipuema aHopektukos, JA3CT, BIIC (B Tom uucie
ocJie KOPPEKIMU), TIO3TOMY aJITOPUTM JIUEHUS] OTHOCUTCS
HUCKJIIOUUTENBHO K 60bHBIM JIAT [9, 58].

TEPAMEBTUYECKUIA APXUB 9, 2014
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AAropntm Aevenuns 60AbHbIX AAT.

Ilocne ycraHOBIEHMST UarHoO3a HayaJlbHbIE MEPOIPUSI-
THSI CBSI3aHBI C COOJIIOACHUEM OOIIMX peKOMEHIALWil U Ha-
3HauYeHUeM moiaepxuBatoein Tepanuu. boabHbix JIAIT He-
00XOMMO HATPABJISITh B 9KCTIEPTHBIM LIEHTP.

Bcem 6onbHbIM JIAD (rpynmna 1) mokasaHo nmpoBeneHue
O®DII s oLeHKU Ba3opeaKTUBHOCTU. BeposiTHOCTH moJio-
xutenbHoit ODPIT ocobeHHo Bhicoka ripu UJIT, Hacnmenyemoit
JIAT, JIAT Ha cdoHe mpuema aHOPEKTUKOB. Y OOJIbHBIX 3TOM
KaTeropuu Haubosiee BEposITeH ycrex npu npuMeHeHnn AK B
BBICOKMX J103aX. O0s13aTeIbHO MOATBEPKIEHNE CTAOMIIBHOCTI
addekra Tepanuu yepes 3—4 mec.

Tpu orpunarensHoit OPII y GonbubIx JIAT ¢ @K 1—I1I
HEOOXOAMMO HazHaueHUe crieurn(UUecKoil Tepanuy UHTals -
uroHHbIM NO (KypcoBasi Tepanusi Mpu CTaOMIbHOM TeUEHUHN
3abonesanus), [NT'E, (kypcosas Tepanmus npu cTabuibHOM
TeyeHUM 3abosieBaHus), APD (603eHTaH MM aMOpU3EHTAH)
i UDD-5 cunneHaduioMm.

IIpu orpuniarensHoit ODPII y 6oabHbIX JIAT ¢ DK 111 mo-
KazaHo JeueHue APD nmu UDJID-5 wim nmpoctaHOUAAMU.

OTCYTCTBYIOT TIPSIMbIe CPaBHUTEIbHBIE UCCIIEIOBAHUSI 10
olieHKe 3(DHEKTUBHOCTU Pa3IUYHBIX BUIOB CIELU(PUIECKON
tepanuu JIAI. Beibop mpenapara 3aBucut ot dopmbl JIAL,
@K, Hamuuust TPOTUBOTIOKA3aHU, TOCTYITHOCTH TIperiapaTa,
MyTU BBEIEHUsI, TOOOUYHBIX 3(P(HEKTOB, OIBITa Bpavya v Tpei-
MOYTEHU 6OTBHOTO.

Boabubim ¢ @K IV nokazaHa HavajabHasi KOMOMHUPO-
BaHHag cnienuduyeckas Tepanust JIAT, BKirtouatoiast asa jie-
KapCTBEHHBIX Mpernapara: couetanne APD (6o3eHTaH win am-
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Opu3eHTaH) U uaornpocta uiu cuiaaeHadpuia. I[pu Headdek-
TUBHOCTHU ABYXKOMITOHEHTHOM crieliM(UYecKOil Tepanuu pe-
KOMEHIYeTCsl Ha3HaUYeHHUe 3 JIGKAPCTBEHHBIX IperapaTtoB —
APD + unonpocr + cunneHabm.

IICC (atpuocenTocToMus) U/WIKM TpaHCIUIAHTAIUS MO-
KazaHa 060JibHbIM JIAT npu HeageKBaTHOM KJIMHUYECKOM (-
(dekTe MeAMKaAMEHTO3HOU Tepanuy U JOJKHA TTPOBOIUTHCS
TOJIBKO B 9KCIIEPTHBIX LIEHTPAX.

AJITOPUTM JIeUeOHOM TaKTUKU JIJISI CEJIEKTUBHOTO BhIOOpA
Teparuu NpeacTaBlIeH Ha PUCYHKE.

TpedoBanusa k 3kcneprHomy uentpy JII. s ontumm3a-
LUU MEAUIIMHCKON ToMolu 6osbHbIM JIIT B Hamei ctpaHe
1esiecoodpazHo (hOPMUPOBAHUE CTPYKTYPbI 9KCIEPTHbIX LIEH-
TpoB. B cOOTBETCTBUY ¢ MEXKAYHAPOIHBIMU PEKOMEHIALIMSIMU
9KCMEPTHBIM MOXKET CYMTAThCS LIEHTP, B KOTOPOM OCYIIECT-
BiIsieTCsl HaOMoaeHue He MeHee yeM 3a 50 6onbHbIMU JIAT
wim XTOJIT, exeMecsiuHO TOSIBIISIETCSI HE MeHee 2 HOBBIX
ciyyaeB JIAT v XTOJIT, exxerogHo npoBOAUTCS KaK MUHU-
MyM 20 TECTOB Ha Ba30pEaKTMBHOCTb BO BpeMsl KaTeTepu3a-
LIMY TIpaBbIX OTIEJIOB cepana [9].

DKCHEePTHbIN LIEHTP NOJIKEH:

1) pacriosaratb BBICOKOKBaIU(MULIIMPOBAHHBIM MEepCOHA-
JIOM: KaK MUHMMYM 2 KOHCYJbTaHTa (KapAuoOJIOTW W/WIn
myJIbMOHOJIOTH) (crietmanu3aiust B oonactu JIT'); paguosnor
(akcnepT B obsactu JIIN); kapauosior co crieuuain3alnueii mo
Ox0oKT'; kBanuduipoBaHHast MEAULIMHCKAsI CeCTpa; CIel-
QIUCT MO TMICUXOJOTUYECKON MOMOIIY U COLMAIbHOW afarTa-
1IUU TIALIMEeHTOB; 0OMeH uH(opMalreit (TeaedoH, UHTEPHET);
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W.E. HYa3zoBa u coaBr.

2) uMeThb nanathl 1 6oabHbIX JIAL, oTneneHue MHTEH-

CHUBHOI TepaInu, MOJUKIMHUIECKOE OTAEIEHUE, TUATHOCTH -
yeckyto ciyx0y (OxoKI', KT, panuonykiumHas jadboparto-
pusi, MPT, Y3U, Harpy3ouHble MpOObI, OLIEHKA JIETOYHOM
dyHKIMHU, oleHKa remoauHaMuku ¢ ODIT);

3) pacmonarath yCTaHOBJIEHHBIMU CBSI3SIMU C APYTUMU

IMAarHOCTUYECKUMU U JIEYEOHBIMY CIIy>KOaMU: FeHETUYeCKast
J1a00paTOpHsl; PEBMATOJOTMUECKUI LIEHTP; LEHTP TUIAHUPO-
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