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AHHOTAIUA

Jlerounasi rumeptoHuss (JII') - 92T0 rpymnma 3aboleBaHUM,
XapaKTEepUIYIIIUXCSA IPOTrPECCUPYIONIUM IIOBBHIILIEHUEM JIETOYHOTO
COCYQUCTOTO COIIPOTUBJIEHUWS W [OaBJIeHUS B JIETOYHOU apTEpHUH,
KOTOpO€ IIPUBOAUT K Pa3BUTHUIO IIPABOXKEIYOOYKOBON CepOedHOU
HEOOCTAaTOYHOCTH U I[IPeXOeBPEeMEeHHOM CMepTu ImanueHToB. Ha
OCHOBAHWY COBPEMEHHOW BEPCHUY PEKOMEHOalul 10 OUarHOCTUKE U
nevenunio JII', nOpuHATOM 3KcnepraMu EBpomeilickoro o6IimecTBa
Kapauonoros U EBporielickoro pecnupaTtopHoro obmiectBa B 2009 1.,
KJIMHUYECKUX JaHHBIX HallMOHAJILHBIX U 3apyOe’KHBIX HCCJIeJOBaHUU
B 2013 r. pocCHMUCKHMMH I3KCIepTaMHd pa3paboTaHbBl KIMHUYECKHE
pexkoMeHpauuu 1o JII'. B HHUX paccMaTpUBalOTCSI COBpPEMEHHEIE
kinaccupukanuum JII, 0coOeHHOCTHM  IIaTOreHe3a, allfoOpuTMa
OUATrHOCTUKHU JIT". B pa3sgere, TIIOCBSIIIIEHHOM cpencTBaM
NoAfepsKUBaIIe Tepanuu, Oo0CyKOAIOTCS OaHHbBIE O NMPUMEeHEHUU
IepopPaIbHBIX QHTUKOAryJsHTOB, OUYPETUKOB, CepOeYHBIX
TJIIMKO3UI0B, OKCUreHorepanuu. Crnenudryeckas Tepanus JIerodHOU
aprepuanbHOlu runeptonuu (JIAI') BKIIO4YaeT aHTAarOHUCTHI KaJIbITHUA,
NIPOCTAHOUAH, aHTArOHUCTHI PELIENITOPOB JHOOTEJIMHA, UHTHOUTOPHI
dochomuacrepazsl 5-ro Tuma. Cpegu METOOOB XHUPYPTUYECKOIO
Je4YeHusa JIT IpencTaBlIeHEbl npencepgHas CEeIITOCTOMHH,
TPOMOSHIAPTEPIKTOMUSA U TPAHCIJIAaHTAIUs JIETKUX WU KOMIIJIeKCa
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cepaiie-nerkue. I[IpemaraeTcs anropuTMm JjedyeHus OonbHEIX JIAT.
CoBpeMeHHBIE MEOWKaAaMEHTO3HBEIE IMOOXOObl C HCIIOJIb30BaHUEM
IIpenapaToB Crenn(GuYeCcKor Tepaluy U UX KOMOMHAIINM OTKPHIBAIOT
HOBEIE IIepPCHEeKTuBH 3¢pdekTuBHOro meuenus OonbHBIX JIAT,
YJIy4lIaroT UX IIPOTHO3.

KnaoueBbIe cCaoOBa: JeroYHass TUOEPTOHUSA, KIHMHUYECKUE
pekKoMeHgalnu
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A]Jl — aprepuanpHOe maBieHMe AK — aHTaroHucCThl Kanbiusa AlIIT
— aHTruomyabMOHOTpadus APD — aHTAaroHUCTHI PELENTOPOB
sHmotenuHa ACK — amertuncanunumnoBass Kucinora BIIC —
BpOXKOeHHBIe TOPOKU cepalia 'MK — riagkue MEBIIIEYHBIE KIIETKU

[O3JIA — paBneHUWe 3aKJIMHUBAHUSA B JIETOYHOU apTepum [HJIA —
OaBJIeHUE B JIETOYHOM apTepuu

[OJIAcp. — cpegHee pgaBjieHUMe B JierodyHou aptepum OMXKII —
medheKT MeXKelygodkoBou meperopomku [IIMIIII — medexrt
MexXmpencepaoHo meperopogku [IIII — paBieHue B IIpaBOM
npepncepouu UJII' — uguonaTtuyeckas JII'

NU®N3-5 — wunrudbutop d¢docdommacrepa3sl 5-ro Tuma KXK —
KauyeCTBO XKU3HU

KJIOC — xkaTeTepu3allis IIpaBBIX OTHOenoB cepona KT —

KOMITbIOTEPHASA ToMorpapus

JIA — neroyHas apTtepus

JIAT' — nerouyHas apTepuasbHasi TUIIEPTOHUS

JIBOB — neroyHasi BEHOOKKJIIO3MOHHAas 60JIe3Hb

JI[' — neroyHasi TUIIEPTOHUSA

JI2ZK — neBEeIll XKenynodek

JICC — nero4soe cocyOgucTOe COIIPOTUBIEHUE

MHO — wmexXpyHapoOHOe HOpManu3oBaHHOe OTHomeHue MPT —
MarHUTHO-PE30HaHCHas ToMorpapus

HIIB — HUuXHg4 noj1asd BeHa

OAII — OTKpPHITEIM apTepPUAILHEBIN IIPOTOK

O®II — ocTprie hapMaKOJIOTHUYECKHUE TIPOOEI

OLIK — o0beM IUPKYIUPYIOLIEN KPOBU

III' — mpocrarnanausel nrEj — npocrarnmasaus E, 11K — paBbId

xenynouek I1JII' — nnepsuyHasa JIT'

[TOJIK — mepopasibHbBIE aHTUKOAryJIgSHTH

ITIT — mpaBoe npeacepnue

IICC — npepcepaHas CEITOCTOMUS

CB — ceppeunsrii BeiOpoc ellJIA — cuctonmuueckoe JIA CHU —
CepaeYHbId UHOEKC

CJIII — cucTeMHO-JIETOYHbIe LIYHTE

CH — ceppeyHass HeJOCTAaTOYHOCTD

TIIX — TecT ¢ 6-MUHYTHOM XOABLOOM

TOJIA — TpoM6GO3MOOHMS IETOYHOM apTEPUH

OBJl — GyHKIIMS BHEITHETO ObIXaHUS

®K — byHKIIMOHAIBHEIU KJIacC

OP — dakTOp pHcKa

XOBJI — xpoHu4deckas 06CTpyKTUBHas 601€3Hb JIETKUX

XCH — xpoHudeckas cepaedyHas HeOOCTaTOYHOCTb
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XTOJIT —  xpoHuYeckKass TpoMbOoamOonuyeckKass JierouyHas
TUTIEPTOHUS

LIBI — meuTpanbHOE BEeHO3HOE maBneHHe I MO — HUKINYECKUU
ryano3uaMoHopochaT YCC — gyacToTa cepOedHbIX COKpallleHnuN

9KI' — snmekTpoKapguorpamMma

9T -1 — supmoTenuu-1

9TA — peuentop IT-1 Tuma A

9TB — penentop 3T-1 Tuna B

9x0KI' — sxokapznuorpadus

BMPR2 — bone morphogenic protein receptor-2 — penenrtop 2-ro
Tuma 0eIKka KOCTHOTO MOp¢oreHe3a

JlerouHass TruUNepTeH3Usd (JIT) — rpynma 3aboJjieBaHUMH,
XapaKTepUIYIOUIUXCSA IIPOTPECCUPYIONIUM IIOBLIILIEHUEM JIETOYHOTO
cocyguctoro conportuBnenus (JICC) u paBneHUsS B JIETOYHOU
aprepuu (IIJIA), KOTOpoe IPUBOOUT K pPa3BUTHUIO
IPaBOXKEJIyOOYKOBOM  cepaedyHoud  HemocTtatoyHoctu (CH) wm
IpexXgeBpeMeHHOM CMEPTHU HmalueHTosB [1, 2].

B cooTBeTCcTBUU C POCCUNMCKUMU PEKOMEHIOAIIMSMHU II0 THAarHOCTHUKE
u nedeHuw JII' (2007) mmarso3 JII' ycTaHaBIUBaeTCs IPU YPOBHE
CpemHero JaBleHUs B JIETOYHOU apTepuu (JIJ'IACP) >25 MM pT.CT. B

nmokoe u >30 MM pT.CT. pu Qu3ndeckou Harpy3ke [1]. B HOpM™me
,]IJ'IACp B IIOKO€ COCTaBisieT B cpemHeM 14+3 MM pT.CT. U He

npeBbimaer 20 MM pr.cT. B mocnemHue rombl MeXOyHaApOOHBIE
PeKoMeHOauy pacCcMaTpPUBAlOT B KadeCTBe [OHUArHOCTUYECKOTO
KPUTEpUs: ypPOBEHb JZ[J'IAcp 6omee 25 MM PT.CT. B IIOKO€ II0 JAaHHBIM

KaTeTepu3allu IIpaBBIX OTAENIOB cepaua [2]. s oLeHKM IpUupocTa
IOJIA Ha BBICOTE (PU3UUYECKOM HArpy3KHM HEeoOXOOuMMO ITPOBEMIeHUE
CIlelMaJbHBIX HCCJIEJOBAHUM C IeJIbI0 CTAaHOApPTHU3allMU ITPOTOKOJIOB
Harpy304YHOTO TeCTa U YCTaHOBJIEHHUS [Ouala30oHa HOPMaJIbHBIX
3HAYEeHUU.

Krmnaccundpukamusa JIT

Knunuuyeckas KnaccuuKamus Jir HeoOXoomMa IJIST
CTaHOAPTHU3AIMK  OUATrHOCTUYECKWX  MOOXOOOB ®  JIeYeOHBIX
MepomnpusaTuii. Ha NOpoTsSKeHWW M[OoJyBeKa OHa HOpeTeplesa
3HAQYUTEJIbHLIE M3MEHEeHHsI, HayuuHasga ¢ 1973 r1., KOorma B
COOTBETCTBUU C COTJIACUTEJIBHLIM TOKYMEHTOM 3KCIIEPTOM BBIIEJIEHO
2 karteropum: nepBuyHasa JI I’ (IIJIT), unu JI I' HeycTaHOBIEHHOU
3TUONOTUY, ¥ BTopuYHas JII' mpu BHISIBIIEHUYW NPUYUH UM (PAaKTOPOB
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pucka (®P) [1, 3]. B 1998 r. wa II MwupoBoM CHUMIIO3UYME,
nocBsimeHHoM 1mipo6neme JII' B OBuaHe (®paHIUs), BIEPBBIE
BBIIEJIEHEI KaTeropuu JI r Ha OCHOBaHUU CXOOCTBa
IMaTOTeHEeTUYECKUX OCOOEHHOCTEM, KIMHUYECKOM KapTUHH U
MOOXOmOB K JjiedeHMi0. C TOTO BpPEMEHM BBIAENISIETCS 5 TOMOTEHHBIX
rpynmn JIT.

Knuauueckasi Kjiaccubukanus JIT

1. JlerouHasi apTepuajabHasi runepronus (JIAI):

1.1. Uguonatuueckas JII' (MUJIT)

1.2. Hacnemyemas JII' (myTamuu renoB BMPR2, ALKI, sHmornuH c
nnu 6e3 HacJiefCTBEHHON reMopparu4eckoi TeeaHTru9KTa3um)

1.3.UugynupoBaHHass IIPpUEMOM JIeKapCTBEHHBIX IIpelrapaToB U
TOKCHUHOB

1.4. AccoumupoBaHHas C:

* nudbdy3HEIMHU 3a00neBaHUSIME coequHuTeNnbHOU TKauu ([13CT)
 BUY-undexiuen
* IOPTAJIbHOM TUIIEPTEH3UEHU

* BPOXKIEHHBIMH HOopoKaMu cepmamna — BIIC (cucTeMHOIEero4yHse
myHTE — CJIII)

1.5. Ilepcuctupytomiasa JIAI' HOBOPOXKOEHHBIX

1. JIerouHas BEHOOKKJIIO3HOHHAs 00JIe3Hb (JIBOB)/
JIErOYHbIH KalWUISIPHBIM T€eMaHI HOMATo3

2. JIT" BCcieaCcTBHE MAaTOJIOTHHU JIEBBIX OTAE/I0OB cCepaia:

* CUCTONMUYEeCKass OUCHYHKITUS
* IMACTOJIMYeCcKass MUCHYHKITHS

¢ KJIallaHHEBIE€ IIOPOKHU

1.JI', accomuHpoBaHHAsi C IaTOJIOTHEH [bIXaTeJIbHOH
CHUCTeMBbI U/UIU THIIOKCEeMHen:

* XpOHUYEeCcKast 00CTPyKTuBHAs 6one3Hb merkux (XOBJI)
* HHTEePCTUIINAIbHBIE 3a00JIeBaHUS JIETKUX

* Opyrue 3ab0JieBaHus JIETKUX co CMeIllaHHBIMU
PECTPUKTUBHLIMU U OOCTPYKTUBHBIMU HapPYIIEHUSIMU

¢ CHHOPOM aHBBeOHHpHOfI TUITIOBEHTUIIAITNN

(@]
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* BLICOKOTOpPHAasA JIT
* HapyIIEeHUSs OBIXaHUS BO BpeMsi CHa

1. Xpoanueckasi TpoMOoIMOomuueckasi JI T’
2. CMmenianHbIe (POPMBI

* reMaToJiorndeckue 3aboieBaHUs
* CUCTEMHHIE HAPYLIEHUS
* MeTaboIUYeCcKre HapyLUIeHUS

* Ipyrue

PaznuyaloT npeKanuaasapHyIo U IIOCTKanWIIApHYy0 Gopmer JIT.
Kpurepusamu npekanuiansapHou JII' aBIsSIOTCS:

. JZ[HAC D >25 MM PT.CT. (II0 JaHHBIM KaTeTepHU3allMM IIPaBBIX
otmenos cepamna — KITOC);

* IaBleHUE 3aKJIMHUBAHUS B JiIerodHoU apTepuu ([I3JTIA) <15 MM
PT.CT.;

* cepaeuHbIi BEIOpPOC (CB) B HOpMe MM CHUXKEH.

Bce yka3aHHBIe TapaMeTphl JOIXKHEL U3MEPSATHCS B IIOKOE.

Tako#i reMogMHAMHUYECKNHN BapuaHT MOXKHO BHABUTL npu JIAL, JIT
BCJIE[ICTBHE IIATOJIOTUU JIETKUX, XPOHUUYECKONU TPOMO0O3IMOOINUYECKOU
nerouHou runeptoHuu (XTIJIT'), cMmemanuerx Gopmax JIT.

I[Moctrkanmmunnapuas JII' ¢ OJIA ep >25 MM pr.ct. u [O3JIA,

mpeBBIIAOIMUM 15 MM PT.CT., XapakTepHa pnnsa JIIT BciencTBue
MMaTOJIOTHUH JIEBBIX OTHEJIOB CepAlla.

I'pynna 1 — JIAT. OTO  KJIMHUYECKOEe COCTOsIHUE,
XapakTepuaylollleecs HanauuueM nperanusisgpHoud JII' B oTcyTcTBUE
OPYTUX OTpu4YuH mnoBwimeHus [IJIA, Takux Kak 3a00JjieBaHUSA JIETKUX,
XPOHHUYECKOH TpoMOosMOosuu JjeroyHo aprepuu (TIJIA) u T.O., B
TOM 4Yucle pemkux Oonme3neu (rpymma 5) [1,2, 4, 5]. JIAT
nmpepacTaBieHa uguomnatudeckou JIT' (UJII'), HacnegyeMbeiMu popMaMu
JIAT; JIAT, uHOyIUpPOBaHHOM IIPUEMOM JIEKapPCTBEHHBIX IIpernapaToB
¥ TOKCHHOB, a TaKXe acCCOIUHUPOBAaHHBIMM (OpMaMU BCIIEIOCTBUE
Hammuus [3CT, mopranbHOM rumneprten3uu, BUY-undekuuu, BIIC
(CJII) u nepcuctupytonier JIAT HOBOPOXKAEHHEIX.

C 1951 r. mom TepMuMHOM «mepBuuyHas JII'»  (T1JIT)
nompasyMeBanack JIIT Heu3BEeCTHOM ITUOJIOTUU B OTCYTCTBUE
IIaTOJIOTUM CepAalla M JIETKUX: KaK ceMelHble (Mo 6% oT uwucia
6omnpHBIX Cc [1JIT7), Tak u cnopaguyeckue ciaydau [3]. B 2003 r. ua III
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BceMupHOM cuMNIo3myme, IIOCBAleHHOM 1mpo6ineme JII, BmecTo
TepMUHa «IepBUYHAaA» IPEAI0KEeHO UCI0Ib30BaTh TepMuH WJIIT gona
0003HaYeHUsA CIIOpagudecKux cly4aesB 3aboneBaHus.
Hcnonw3oBanme TtepmuHa I[IJII' mpepnomarasno HaludWe TepMHHa
«pTopmuyHasa JII'», KOTOpHIM OTMeHeH B Kiaaccupukamuu 1998 r.,
IIOCKOJIBKY OIMCHIBAJI T€TEPOTeHHYI0 Ipynny 3aboneBaHui [4]. s
ycTaHoBIeHus auartHo3a MJII HeoOxoguMo BeIIBUTH KpuTepuu JIAT u
HCKJIIOYNTH BO3MOXKHEBEIE aCCOLIMMPOBaHHEIE (POPMEBI, KOTOPEIE UMEIOT
CXOOHYI0 KJIMHUYECKYIl0 KapTHHy U IIaTo MOpP(OIOTHYecKue
W3MEHEHUsI MeJIKUX JIETOYHEIX CcoCcymoB. JIAIT xapaKTepuslyeTcs
HaJIu4YueM npekanuiansapHou JII' B oTCyTcTBue 3ab0jieBaHUM JIETKUX,
xpoHudeckon TIJIA, gpyrux OoJjie3HeM KaK BO3MOXKHOW IIPUYUHBI
noBeimienus JICC wu JZ[J'IACp. B HacTosiee Bpemsa puarHo3 MIJIT

yKa3blBaeT Ha cHoopagudeckyio ¢opMmy 3aboneBaHus, Korma vy
nanyeHTa OTCYTCTBYIOT KakK HacCJeOdCTBEHHHIU aHaMHe3, Tak u OP.
Hacnegyemass JIAIT guarHOCTHUPyeTCS NpPU HAJWYUU CEMENHOTO
aHaMHe3a W/UJW BBIIBIEHUM MyTallUil T€HOB, KOOUPYIOIIUX
pelenTopsl 2-To TUna 6enKa KOCTHOTo Mopdorene3a — BMPR2 unu
aKTHUBUHITO- MOOHOM KMHa3kl — ALKI.

[Tpu JIAT, mHOyIIMPOBAaHHOU NIPUEMOM JIeKapCTBEHHEIX IIpernapaToB
U TOKCUHOB, B KauecTBe ®P BHICTyIalOT JIEKapPCTBEHHLIE IIpelapaTkl
¥ TOKCHUHBI, TPEeACTaBlIeHHbIe B Ta0I. 1

JIAT, acconuumpoBaHHass ¢ [J3CT — BaxXHaga KIHHUYECKasd
noarpynna JIAIT, oHa MOXeT BO3HMKATh I[PU CHUCTEMHOHU
CKJIepoOepMuM, CHUCTEMHOU KpacCHOU BOJIYaHKE, CMeIlaHHOM
3ab0JjieBaHUM COEOWHUTENBHONM TKaHU, 0o0Jlee pemko — I[OpH
peBMaTOUOHOM apTpuTe, oepMaToMuo3uTe unu cuagpome llerpexa.

JIAT' aBnsieTcsa peOgkKuMM, HO yCTaAaHOBJIEHHBIM OCJIOXKHeHuem BHY.
[Ipu nopronerouyHou runeptoHuu JIAI' conmpoBoOXKOaeT IOBBIILIEHUE
OaBJIeHUS B CUCTeMe BOPOTHOU BEHHI.

ITpu JIAT BcnepctBue BIIC knaccudukanus BpoxpaeHHbBIX CJIIII
THUII U  pa3Mepsl nedekrTa, Hanuuue %) 0%1 OTCYTCTBUE
SKCTpaKapaualbHBIX aHOManuu u craryc kKoppeknuu BIIC. Bce atu
dakToprl BHOCAT BKaf B pa3Butue JIAL, curgpoMa Jli3eHMeHTepa U
OITPEIessioT IIPOTrHO3 y OOTbHBIX.
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Tabanua 1. ®P pa3zsutua Al u accOUMMPOBaHHbIE KAMHHUYECKME COCTOSIHUS

.HCKHPCTBCHHI)IC TpenapaTrbl ¥ TOKCHHbBI
OIIPCACJICHHBIC BCPOATHHIC BO3MOXHBIC MaJIOBCPOSITHBIC

AMHHOpEKC AmdberamuH Mera-aMmperaMuHBI AHTHIETIPECCAHTBI

Dendnypamun L-tpuntodan Kokaun IlepopanbHbie KOHTpa-
Jexchendaypamux XuUMHOTEpaneBTHYECKHUE Mpernaparsl LIENTHBbI
Parnicosoe Maciio DCTpOreHsbt
Tabakokypenue
Jlemorpaduyeckie ¥ MEIUIIMHCKHE YCITOBUS
[Mon BepemeHHOCTH - OxupeHne
ApTepuanbHast TUIIep-
TOHMS
3abosneBaHus
onpe/ie/IeHHBIE BEPOSATHBIC BO3MOXHBIC MaJIOBEPOSTHBIC
BUY-undexums IMopraneHas runepreH- 3aboneBaHMs IIUTOBUIHOMN XKeJIe3bl —
3us 3aboneBaHus KPOBU:
3aboneBaHMs NEYCHU COCTOSIHHE TI0CJIE CTIUICHIKTOMUH
JI3CT CEPIIOBUIHO-KIETOYHASI aHEMUSI
BIIC (CJIL) B-Tanaccemus

XPOHHYECKHE MUEIONPOTH(EepaTHBHEIC 3a00/1eBAHUS
PCJIKMC TeHeTHYecKue 3aboeBaHus WK 601e3HH 0OMeHa:

6onesns ['omre

6onesns PoH ['bepka

HaCJIeICTBEHHAs! TeMOpparnyecKas TeeaHrnaKTasus (60-

JIE3Hb Ocncpa—Bc6cEa—PaHJ:uo)

CuHOgpoM DM3eHMeHTepa MOXKeT ObITh 00YCIIOBIEH KaK MPOCTHIM, TaK
1 CIToXHBIM (0K0J10 30% 60NMBbHBIX) ITOPOKOM cepprla. Cpeay mPOCTHIX
IIOPOKOB CJiemyeT OTMEeTHTb Hauboree dYacTele — [OedeKTH
MeXKIKeJIyqJO4YKOBOU IIeperopogKku

(IM2KII), pmedekTel MeXIpencepnHou mneperopomku (IMIIII) wu
OTKPHITHIM apTepuanbHEIU MPoToK (OAIT). CuHOpoM Jii3eHMeHTepa
pa3BuBaetcsi Yy 10% KoomepupoBaHHBIX OONBHBIX CTapiie 2 JeT C
IMXKII mwoboro pa3mepa, mnpu [IMIIII — npumepHo y 4—6%
OOJILHBIX.

JIAT pa3BuBaetcs noutu y Bcex 6onbHBIX ¢ OAII, y 50% GONBHEIX C
IMXII npu guameTtpe medekta 6ormee 1 cm u y 10% OGONLHBIX C
IMIIIT mpu nuametpe medekTa 6omee 2 cM. Y OONBHBIX C MalIbIMU U
cpegHuUMHU pa3MepaMu nedekta JIIT paz3BuBaeTcsa TOIBKO B 3%
cimy4daes [1,2].

OOBIYHO paHHSS XUPyprudeckass KOPPEKIUs II0pOKa ceppalla
nmpemoTBpalaeT pasButue JII'. OmHaKO y pspma OONBHBIX TsXKemas
pe3unyanbHasa JIAI' pa3BuBaeTCs IOCJie XUPYPTUYECKOU KOPPEKIUU
MMOpoKa. B Takux KIMHUYECKUX CHUTyalludX YacTO HEeSICHO, MMENOCh
71 HeoOpaTUMoe IopaxKeHue JIETOYHBIX COCYIOB 10 XUPYPrUUECKOTO
JledeHUs IIOPOKa Cepphlla MJIM JIETOYHOe cocyguctoe 3abojieBaHUe
IIpoTrpeccupyeT, HECMOTPSA Ha YCIIEIIHO ITPOBEAEHHYIO OIlepaluio.

Knaccudpukanusi BpoxxaeHHbsix CJIII cepaia:

1. Tuno

IIpoctoi: OMIIII, IM2KII, OAII, aHOManus JIEeTOYHEIX BEH
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KoMOuHUPOBaHHBIN: eQUHCTBEHHBIN XKenmynouek; TMIIIT + IM2KII
1. Pasmepsl

Mamnsiti (mpu OMIIIT mesee 2 cm u IMXKII meHee 1 cm) Bombimoi
(mpu OIMIIII 6omee 2 cm u [IM2KII 6omee 1 cm)

1. AccouimupoBaHHble 9KCTPaKapAuaibHbEIE aHOMaJIuu
2. CTtaTyc KOppeKIuu IopoKa cepaua:

* HEOIIEPHUPOBAHHEIM IIOPOK
* YaCTUYHO CKOPPEKTUPOBAHHLIN MMOPOK (HaTa)
* CIIOHTAHHO MJIU OIlepaTHBHO CKOPPEKTUPOBAHHEIM ITOPOK (aTa)

J B Ob u 5neroyHsli KaOWUIAPHBIM TeMaHTHOMAaTO03 WMEIOT
cxogayio ¢ HJII' wmopdosmorudyeckyi  KapTHUHY, ITOOOOHEBIE
KJIMHUYECKME IIPOSIBJIEHUS U TeMOANHaMUYeCKHe XapaKTePUCTUKHY, a
Takxke OP, 4TO II03BOJIAET IPUYUNCIIUTD UX K rpynmne 1.

I'pynna 2 — JII' BciaeacTBHE MATOJIOTHHM JIEBBIX OTHEJIOB
cepona. [lopaxkeHus neBoro Xemymouka (JI2K) unm KjamaHHOTO
amnmapaTa JIEBBIX OTHEJIOB cepAlia IPUBOAAT K MOBHIIIEHUIO JaBIeHUS
B JIeBOM IIpefcepOuy, NOacCuBHOoe TIoBHIIIeHUe [IJIA gBrnsgeTrcsa
crencTBreM oOpaTHOM mepemayu maBjaeHus [2, 6].

Ipynnma 3 — JII' BciaeacTBHe 3a00jIeBaHUM JIETKHX H/HIH
runokcur. OCHOBHOM IPUYUHOM pas3BuTUs 9oTok Gopmer JIT
SIBJIIETCS  aJlbBeOJIIpHAsi TUIOKCUS BCJIENCTBUE XPOHUYECKUX
0one3HeN JIeTKWX, HaJIUu4Yus HapyIIeHWs [OBIXaHWs BO BpeMs CHa,
nmpeObIBaHUS B BRICOKOTOPHE [1,7].

Idbynma 4 — XTIJIT'. PaHee B 9Ty I'PYINY BKITIOYAINCh PA3JINYHEIE
¢dopMBI  OOCTPYKIIMHM  JIETOYHBIX COCYIOB: ©9MOOJIBI, OITyXOJIH,
WHOPOOHEIE Temna [8].

I'pynna 5 — JII' HeM3BECTHOI'0 MM CMEIIAaHHOIO reHe3a BKII
o4aeT 4 pyOpUKHU:

* 'emaTonorudyeckue 3abomeBaHus (MuenonpoaudepaTUBHLIE
3a00JIeBaHusI, TEMOJIMTUYECKAST aHEMUSI, CIIJIEHOKTOMMUS).

e CucteMHLbIE HapyHoieHud (BaCKy'J'[I/ITbI, CapKouago3, THCTHUOILIUTO3,
TUMPaHTHOJIeHOMHIOMAaTO3, HelpodudpoMaTos).

* Metabonuuyeckue HapyuleHuss (6ome3nb [olle, maTomoTUsA
HIUTOBUOHOM KeJe3Hl).

* lpyrue COCTOSHHUS C codYeTaHHBIM reHe3om JI I' (mu- cTOMO3,
KOMITPECCHUSI JIerOYHBIX COCYTOB, pubpozupyrommi
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MeOUaCTUHUT, XPOHWYECKas TMo4dYedyHass HeOOCTaTOYHOCTb C
IpOoBeeHNEM reMoguanmu3a).

®P 1 acconuupoOBaHHbIE K/IMHUYECKHUEe
cocTosiHusA npu JII'

®P pazButus JII'— m000i 5K30TeHHBIN MO0 3HOOTEHHBIN (paKTOop,
COCTOsIHUE Uunu 3aboneBaHue, KOTOpoe MOXKET UrpaTh
IIpeapacnosiaralllyio poilb UIH cliocobcTBoBaTh pa3Butuio JII. OP
MOTryT OwbITh (eHoTUNIMYEeCKHe  IpuU3HaKW  (Bo3pacT, TMOJI),
JIeKapCTBEHHBIE ITpernapaThl, XMMUYECKHE BeIIecTBa, BO30yOuTenun
nHpeknuu u T.0. [1, 4]. TepMUH «acCOUMUPOBAHHBLIE COCTOSHUSI»
HUCIOJIb3yeTCa [mOsi 0003HAYEHUS TaKUX KIUHUYECKUX COCTOSTHUM,
HaJin4yue KOTOPBIX CBA3aHO CO CTAaTHUYECKH 3HAYUMBIM YBEIUUYEHUEM
BEPOATHOCTU pa3Butud JII'.

AGCOmMIOTHBEIM pPUCK pa3BuTus JII' mpu HaIUYUM U3BECTHBIX DP
OOCTAaTOYHO HHU3KHUI, IO3TOMY UHAOWBHUAyallbHAsA YYBCTBUTEIbHOCTH
UM TeHeTWYecKas IIPedpacliofioKeHHOCTh, II0-BUOMMOMY, UTPaioT
IPUOPUTETHYIO Pob. Bce ®P u accomuupoBaHHble COCTOTHUS MOXKHO
KjlacCu(UIIUPOBaTh B COOTBETCTBUM CO CTelleHbio cBA3u Cc JII u
HaJINYHUS ee IPUYHHBI (CM. Tada. 1).

Paznuyaror «OIIpefesieHHEIEe» oP pa3BuTusa JIT u
aCCoOLMUPOBaHHEIE COCTOSIHHS, 4TO O3HaydaeT Hanu4yue
B3aHMOCB5{3efI, IIOOTBEPXKIOEHHBIX HEeCKOJIbBKUMU He3aBUCHUMBIMHU
HaGJ'[IOJIeHI/IHMI/I, BKJIIO4YaA KOHTPOJINUPYEMEIE HUCCJIeJOBaHUA;

«BEPOSITHBIE», O KOTOPBIX CBUIOETENbCTBYET PS He IMPOTHUBOpPeYalIinx
OPYyT OPYyry HaOMIoOgeHu#, B TOM YHCJIe CEPUU CIydaeB, OOHAKO UM He
IMPUNUCHIBAETCSA POJIb YCTAaHOBIEHHOW TIPUYMHBI; «BO3MOIKHEIEY,
KOTOa TPUYWHHO-CIEACTBEHHAss CBsS3b  IIpefmojaraeTca  Ha
OCHOBAHUM CEPUM KIMHUYECKUX HaAOIIOOeHUM, PEerucTpoB, MHEHUU
SKCIIEPTOB; «MaJIOBEPOSATHBIE», C HAJIUUYMEM KOTOPBIX CBSA3BIBAIUCH
cnydau JIIT, HO B KOHTPOJIMPYEMBIX HCCIE€OOBAaHUAX TMIPUYUHHO-
ClIe[CTBEHHas CBSI3b He IOKa3aHa.

Inunemuosjaorus JII'

ONHUAEeMHUOJIOTUYEeCKUEe OaHHBIE O pacmpocTpaHeHHOCTH JII' KakK B
Halleil CTpaHe, TaK ¥ MHPE B HaCTOsllee BpeMs OTCYTCTBYIOT. Ilo
OAaHHBIM 3apyO0eKHBIX HAOTIOOeHUM!, MIPH 3IXO0KapauorpaduiecKoM
cKpuHHuHTEe u3 4579 OonbHBIX npusHaku JII' (cucTonuyeckoe JIA —
CHOJIA — Brirte 40 MM PT.CT.) BHISBISAIUCEH ¥V 10,5% 6ompHBIX [9]. U3
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HUX TONBKO y 4,2% mnanueHtoB umMmenacs JIAT, y 78,7% — JIT
BCJIE[CTBUE IaTOJIOTUM JIEBHIX OTHEJNIOB cepaua, v 9,7% — JII' Ha
dorne mnartomorum nerkux, y 0,6% — XTOJII', B 6,8% cnydaes

YCTAaHOBUTH OMArHO3 He IPeACTaBIgIOCh BO3MOXKHEIM [9].
I'pynma 1. JIAT oTHocuTcsi K YHCJly peakux 3aboneBaHuii. Ilo

SIIUAEMUOJIOTUYECKUM TAHHBIM, B ob1eit nonyJIsaluu
pacupoctpaneHHocTs JIAI' cocraBnger 15 cnydaeB Ha 1 wMiaH
Hacenernusa, HWJII'— 6 cnydyaeB Ha 1 MJIH HaceJleHUd, a

3aboneBaemocts UJII' mocturaer He 6onee 1—2 cnydaeB Ha 1 MiH
Hacenenuss B rom [1, 5, 9]. WJII' moxkeT BO3HUKHYTh B II0O0M
BO3pacTe He3aBUCUMO OT Ioja U packl. Haumbomee uacto pebioT
3abomneBanus orMmedaercsa B 20—30 metr y xenmuH, B 30— 40 net y
myxkumH. CornmacHo maHHbBIM peructpa NIH (CIIIA), BKIOYaBIIEM B
1981—1985 rr. 187 OonbLHEIX B CcpemHeM Bo3pacTe 36 IJerT,
COOTHOIIIEHNE XKEeHIIUHB/MYXK4YWHE cocTaBuino 1,7:1, ipu stoM 9%
manueHToB Obiu cTapine 60 mer, 8% — wmomoxe 20 met [10].
Cpennuit nepuon oT pebioTa 3abojieBaHUsS OO0  MOMEHTa
YCTaHOBJIEHHWSI [uarHo3a COCTaBJIsAJI OKOJI0O 2 JjeT. Peructps,
BBITIOJTHEHHEIE B TTIOCJTI€IHME TOObI, YKa3kl Ba-

I0OT Ha U3MeHeHUHe [eMorpaduyecKux XapaKTepuCTHUK. Tak, B
eBPOIeHCKUX CTpaHaxX CpemHuil Bo3pacT OoabHEIX MJIIT Ha MOMEHT
yCTaHOBJIEHUSI AUArHO3a COCTaBUJI 52 rofa, COOTHOLIEHNE KEHIIINHEI
/MyxuuHEl — 1,6:1. [Io poccuiickuM OgaHHBIM 3a IIocienHee 10-etue
HaOJIIOJeHUsT OTMedaeTCsI Bo3pacTaHUWe OTHOIIEHUS JKEeHIINHBI/
MYKUYKWHBL 10 6,5:1. Bo3pacT Ha MOMEHT yCTaHOBJIEHUS OuWarHo3a
coctaBnsieTr y 6ompHbIx WMJII' 31,2 roma [11]. Tlepuom oT mebGioTa
3abo0sieBaHUs [0 MOMEHTa YCTAHOBJIEHUS OHArHo3a IO-IIPeXHEMY
COXpaHseTCs OKOJIO 2 JIeT.

B ctpyktype JIAT' mo maHHBIM PETUCTPOB Ha OOII HAIMEHTOB C
UJIT mpuxomutca 39,2% O6onbHBEIX, y 3,9% OOJBHBIX UMeeTCs
ceMelHbIN aHaMHe3 3aboneBaHus [2, 12]. I[Ipu ceMelHBIX dopmax
JIAT' B 70% crny4aeB BBIIBASIOTCA MyTallUd TeHa, KOOUPYVIOIIETrO
peuernitopa 2-ro Tumna ©Oenka KocTHOro MopdoreHe3a (bone

morphogenic protein receptor-2 — BMPR2). OH mnpuHagmeXuT K
ceMeucTBy TpaHcopMupyoomux ¢akTopoB pocTa (transforming
growth factor § — TGF-B) u HacnegyeTcs II0 ayTOCOMHO-

OOMUHAHTHOMY THUINY C HemoJjiHO¥W meHeTpauuen (20%). Y GOJBHBIX C
JIAT Ha ¢done 60me3nu Ocnepa—PaHOi0 BEISIBISIOTCS MyTalliu T€HOB,
KOJMPYIOIIUX PELEeNTOPhl aKTUBUHITIONOOHOU KuHa3bkl — ALK1 unu
SHOOTIMHA.

Cpemu accomuumpoBaHHBIX ¢GopMm mpeobnagatoT ciaydau JIAT
BcnenctBue [3CT (15,3%), v 11,3% — Ha doue BIIC, y 10,4% —
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IOpTajbHOM runepreH3uu, y 9,5% — 1mnpuemMa JjeKapCTBEHHBIX
IpenapaToB/TOKCUHOB, Y 6,2% — BUY- uaderunu [9].

I'pynma 2. ¥V 6onbHbIX JII' Ha (oHe 3aboyieBaHUl E€BLIX OTHOEJIOB
cepala He oOHapyKUBaeTCS TeHEeTUYeCKOoro cyocTpaTa 3aboneBaHus
[6, 9]. PacnpocTtpanenHocTh JI ' mIpum XpOHUUECKOW CepmedHou
HepgoctaTouHOoCcTH (XCH) BO3pacTaeT 1m0 Mepe HapacCTaHUS
¢dyukmuonanbHoro kmacca (®K). Ilpusnaku JII' BeIABAAOTCA ¥ 60%
6onbpHEIX ¢ XCH BcnencTBue cuctronuyeckou npuchynkumu JI2K u
noytu y 70% maunueHTOB C U30JIMPOBAHHOUW [OUACTOJIMYECKOU
ouchynkmuen JIZK. PacnpocrpanenHocts JIIT 1mpu KialmaHHBIX
IIOPOKaxX JIEBHIX OTHEJIOB CepAlla 3aBUCUT OT BHEIPAKEHHOCTU
neekToB U KIMHUYECKOU cumnromatuku. JII' pa3BuBaercs
IPaKTUYEeCKHU BO BCEX CIIydasX IOpaxKeHUU MUTPAJIbHOTO KJjalaHa U
no4Tu B 65% CiydaeB IIpU CTEHO3€ YCThI aOPTHL.

I'pynna 3. IIpu JII' BcruencTBue MATOJIOTUU JIETKUX U/UIHA
TUIIOKCEMUU TOJBKO B OOHOM WHCClemoBaHuu y OonbHBEIX XOBJI
onucaH monuMopdu3M reHa cepoToHuHa [12]. PacmpocTpaHeHHOCTD
JII' mpu XOBJI 1npu Hamuuwuy, IO MEHBIIEH Mepe, OOHOU
rocnuTanu3auuu BCJIE[ICTBUE ycyryoneHus ObIXaTeIbHOU
HeOoCTaToO4YHOCTU cocTtasnsgeT nodytu 20% cnyuaeB. B pa3BepHyTOU
craguu XOBJI yacTtota pa3Butus JII' Bo3pacrtaeT (>50%), omHAKO
CTelleHb IIOBBIIIIEHU S OJIA 0OBIYHO HeOoJIbIIas. [Tpu
MHTEPCTUIIUAJILHEIX 3a00JIeBaHUSAX JIETKUX PacIpoCcTpaHeHHOCTh JIT
cocraBnsieT 32—39%. Couetanue ¢ubpo3a U SMPHU3EMBI JIETKUX
cnocob6CcTByeT OoJjiee 4acTOMY BO3HUKHOBeHUIO JIT .

I'pynna 4. ITpu XT3JII' reHeTndyeckuii cyocTpaTt 3aboeBaHUS He
obHapyxkwuBaeTrcs [8,13]. Yacrora pas3Butusa XII30I' mocre
nepeHecenHou octpou TIJIA Bapwupyerca or 0,5 mo 3,8%.
CuuTaetcs, 4to y 50% OonbHEIX C 3TOM ¢opmoii JII' B aHaMHe3e
MOXKeT He ObITh ocTpolt TIJIA unu TpomMbOo3a Irmy00KHUX BEH HUKHUX
KOHEYHOCTEWU.

I'pynmma 5. B a3ty rpynny BKIIOYEHH pas3nuyHble ¢opwmbl JIT
HEeU3BEeCTHOT'0 UJIM CMeEIIaHHOI'0 reHe3a. BBUOYy ee reTeporeHHOCTHU
He IIPeNCTaBlIsieTCsI BO3MOXKHBIM OLEHUTh PacCIpPOCTPAaHEHHOCTb U
HaJIu4due reHeTudeckoro cyobcrpara 6one3nu [9].

IIaTorenes JIT

B rnaToreHese 3aboneBaHus BHIIEJIAIOT 4 OCHOBHBIX
naTopU3mOIOTUYEeCKNX 3BeHa: 1) Ba30KOHCTPUKLUSA; 2) PenyKIHusd
JIETOYHOTO COCYOUCTOTO Ppycla; 3) CHHXEHHEe 3JIaCTUYHOCTU
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JIETOYHBIX COCYyHOB; 4) 06uTepanus JIero4YHbIX COCYHOB (TpoM603 in
situ, nponudepamnus roagkux MEIIIEYHBIX KJI€TOK - [ MK).

[lo HacToAWmero BpeMeHM TOYHO He YCTAHOBJIEHHI IIPOIIECCH],
UTrpamllye IIyCKOBYIO POJIb B PA3BUTUU IIATOJIOTMYECKUX M3MEHEHUU
B JIeTO4YHHBIX cocymax nmpu JII'. CoBpeMeHHEIE Teopuu naToreHesa JII
poxrycupyooTcas Ha OUCOYHKIHUU UM TOBPEXOEHUU 3HOOTEIUd,
MIPUBOAAIINX K HapyIlIeHUIo OaraHca MeXAy COCYNOCYKUBAIOIIUMU U
COCYAOpPacCIINPAIONIIMY BeMeCTBaMM U PA3BUTHUIO CYyXKEHUS COCYHOOB
[1,9,14]. OcBobGoxkaeHre HEUAEHTUPUIIUPOBAHHBIX X€EMOTAKCUUYECKUX
BEILlECTB U3 MOBPEXKOEHHBIX KJIETOK SHOOTEINS BHI3BIBAET MUTPAILHIO
I'MK B MHTUMYy J€TOYHEBEIX apTepuosi. CekKpenus J0KaJIbHO aKTUBHEBIX
MeOuaTOpOB BHIPa’KEHHOTO COCYLOCYyKHMBAIOIIET0 OEeNCTBUSA
criocoOCTByeT pa3BuTHi0 TpoMbo3a in situ, Tpanchopmupys
COCTOSIHME  JIETOYHOTO  COCYOMCTOTO  pycjla U3  OOBIYHOTO
QHTUKOATyJISTHTHOTO (BCJIEACTBYE BHICBOOOXKOEHHUS ITPOCTAIIUKIIMHA U
UHTUOUTOPA TKaHEBOTO aKTHUBaTOpa IJIa3MUHOTeHa) B
MIpOKoaryasiHTHOe. B pe3ynbTaTe o00pa3yeTcs IOPOYHBIA KPYT:
MMOBPEXOEeHNEe 3HOOTENINS HEYKJIOHHO IIPOTPEeCcCUpPyeT U IPUBOOUT K
peMoeTupPOBaHUIO JIETOUYHBIX COCY[IOB, HapacTaHUIO OOCTPYKIUU U
ob6nutepanuu cocymoB. [Ipuw 3TOM IIaTOJIOTUYECKHE TIPOIIECCHI
3aTparuBaloT BCE CJIIOU COCYOUCTOU CTEHKM, pa3IUYHbIE THUIILI KIIETOK
— sHpoTtenuanbHblie, TMK, dubpobiactel. B amBeHTUIIUM OTMEYaeTCs
MOBHIIIEHHAS MPOOYKIUSA SKCTPalesUIIoIIPHOT0 MaTpUKCca, BKIOYasd
KOJIJIaTeH, 971acTuH, (GUOPOHEKTHMH M TeHaCUUH. BocmanuTesbHBIE
KJIETKM ¥ TPOMOOIIUTH TaKXXe UrpaloT CYIIeCTBEHHYI0 POJIb B
pas3putuu JII'. B mma3me KpoBu OOnbHBIX JIIT TOBBIILIEHBI YPOBHU
IIPOBOCIIAJIUTEJILHLIX IITUTOKMHOB, B TpoMOOLMTaxX HapyllaeTcs
MeTabonu3M cepoToHuHa [15,16].

IMpu HUCCIeJOBaHUN Ba30aKTUBHBIX BEILIECTB TIOKa3aHbI

IIOBEIIIIEHHAA IIPOOYKIUA TpOM6OKCE\Ha u MOIITHOT'O
COCYOOCYXKHUBAIOIIETO IIEeIITHUOad SHOOTEJIMAJIbHOTO IIPOUCXO02XKOEHUA C
MUTOTE€HHEIMH CBOUCTBaMu B oTHomieHMM ['MK — sHpgoTenm- Ha-1

(9T-1), meduumT BazoguiaTraTopa IPOCTAIMKINHA M OKCHIa a30Ta
(IT), mmm NO [14,17].

Y 6onpmuHCTBa 60IBHEIX ¢ ceMeliHoM JIT', a TakXke y psga 60IbHBIX
co cnopagudeckumu ciaydasamu JII' (MJIT') BEIABASETCSA acconualus C
MmyTanusaMu resa BMPR2. OgHako g0 cux IIOp He YyCTaHOBJIEHA
rnaToOuoJiorTuYyeckasi B3aMMOCBSI3b TE€HETUYECKUX HapyLUIeHuW u
pas3Butusa JI T [1, 18]. Ob6pamiaroT BHUMaHue BLICOKas YactoTa MJIT u
HU3Kas INeHeTpauusa npu cemerHou JII' (mpumepHo 20% MyTamuu
MIPUBOAUT K MaHudecTanuu 3abojeBaHMs), KOTOPblE yYKa3bIBAalOT Ha
TO, 4YTO OJig pPa3BUTHUA 3a00jieBaHUS HEOOXOOUMBI [OIIOJIHUTEJIbHBIE
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MyCKOBbIe (PaKTOprl. IOTO MOXKeT OBITh IONUMOP(U3M TEHOB,
kKopupylomux NO-cuHTasy, KapbumuindochaTcuHTaldy, CHUHTE3
IIEPEHOCYUKOB CEPOTOHUHA, UIU OPYTHe CTUMYJIb, OTBETCTBEHHBIE 3a
KOHTPOJIb POCTa JIETOYHBIX COCYOUCTBHIX KJIETOK. Y OTHEJIbHBIX
MalMeHTOB, a TakKXXe B CEeMbSIX C HaCJIeACTBEHHON reMOopparuieckou
TeneaHruskTasuen (6ome3nsr Ocnepa—Bebepa—PaHmi0) omnucaHb
MyTalluM TeHOB penentopoB [S-pakTopa HeKpo3a ONyXOJH,
AKTUBUHIIOOOOHOM KMHA3H-1, sHmoriauHa [19].

TakuMm o06pa3oM, OTAeJIbHbBIE I1AaTOOMOJIOTUYECKME IIPOLIECCH B
KJIeTKaX ¥  TKaHAX OombHBEIX JII'  yCTaHOBJIEHB, OXOHAKO
B3aUMOAENCTBUE STUX MEXaHU3MOB B PAa3BUTHUMU U IIPOTPECCUPOBAHUU
3aboneBaHusl TOYHO HEHW3BECTHO. MOXKHO IIPENNOJIOXUTh, YTO
HacJiefCTBeHHas MIPeIpPacIoioXKEeHHOCTD peanu3yeTcs mnop,
Bo3zelcTBueM ®P, 4TO IPUBOOUT K U3SMEHEHUSIM KJIETOK Pa3TUYHBIX
TunoB (TpomOoruTel, I'MK, sSHOoTenuanbHBIE, BOCIAIUTEJIbHBIE
KJIETKM), a TakXke B 9KCTpaleJUTIoNSIPHOM MaTpHUKCe
MUKPOLMPKYIATOPHOTO pycna nerkux [1,9].

[ucbanaHc MeXKIy TPOMOOTHUYECKUMHU, MUTOTE€HHBIMHU,
MIPOBOCIIAJIUTEJIbHBIMHU, cocymocyzKuBalomuMu  ¢pakTopaMu U
MexXaHu3MaMu OoOpaTHOTO [HENUCTBUS — aHTUKOATyJISHTHBLIMHU,
QHTUMHUTOTEHHBIMHU, COCYIOPACIIUPSAIONIUMU, CIIOCOOCTBYET CYKEHUIO
cocymoB u TpoMm0o3aM, MNponudepaTUBHLIM U BOCIIAIUTEJILHLIM
M3MEHEHUSM B JIETOYHOM MUKPOLUPKYJIATOP- HOM pycie. MMeHHO
9TU MEXaHW3Mbl OTBETCTBEHHBLI 3a pPa3BUTHE U IIPOTrPEeCCUpPOBaAHUE
IaTOJIOTUYECKUX OOCTPYKTUBHEIX IIPOIIECCOB B JIETOYHHBIX COCyHax
npu JII', KoTopoe mnpuBoguT K yBenuueHuto JICC, meperpys3ke u
meKoMIeHcaluy mpaBoro xkenynouka (I12K), cmepTu GOJILHBIX.

Huarmocruka JIT

Crtpaterussi pguarHocTuku npu JIIT mpefmnosiaraeT IIpOBedeHUEe
KOMIIJIEKCHOTO 00CJeloBaHUSA C IIeJIbI0 YCTAHOBJIEHUS OUArHO3a,
OLIeHKM KJIMHWYEeCKOro Kjacca u Tuma JII, a  Takxe
(pyHKIIMOHATLHOTO ¥ TeMOOUHaAMUYECKOrO0 CTaTyca M[alueHTOB.
Ilenecoo6pa3Ho BHIAEJIUTHL CIEAYyIOIIUEe 3Tallbl AUAaTHOCTUYECKOTO M
onddepeHInaIbHO-IMarHOCTUYECKOTO Tponecca [1]:

9Tansl guarfoctuku JIT

I. ITomo3penue Ha Hanuuue y 6ompHOTO JIT'

* KIIUHUYECKHUEe CUMIITOMEI
* puzuyeckoe obcrnemoBaHuE

* IIpoleAypPhl CKPpUHUHTA
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* CIIy4aliHBIe HaXOOKH1
Il. Bepudmkauusa gmnarHosa JIr

* 9JIeKTpoKapauorpadus
* peHTreHorpadus OpraHoB I'PyOHOU KIJIETKHU
* TpaHCTOpPaKanbHas 3xoKapmuorpadus (IxoKI')

¢ KaTeTepu3anus IIPaBBIX OTOeJIOB cepana, TEeCTHI Ha
Ba30PE€aKTHUBHOCTH

ITII. YcraHoBjIeHHe KJIMHHYECKOro Kjiacca JIT

* o1leHKa (pyHKIUU BHeIIHero Oeixauusa (OB])

* aHAJIM3 Ia30BOI'0 COCTaBa apTepPHUalIbHOM KPOBU

* BEHTUNSIIMOHHO-TIePdY3UOHHAS CIIUHTUTPAGUSA JIETKUX
* koMIbioTepHasa Tomorpadpusa (KT)

* aHTrHUO ImyneMoHOTrpadus (AIIl)

* oeHka JIAT:

* TUII: aHaAJIMW3Ll KPOBUW, HMMYHOJOTHUs, TecT Ha BHUY, VY3U
BHYTPEHHUX OPTaHOB;

* (pyHKIIMOHANMbPHAS CHOCOOHOCTH OONBHEIX: TECT C G-MHHYTHOM
xomb0Oout (TIIX), KapouomyIbMOHANIBHEIA TEeCT (MaKCHUMallbHOEe
rnotTpebeHre KUCI0poaa, aHa9POOHKIH ITOPOT)

9tamn I. ITomo3penue Ha Hanuuue JII' (JIT—npeaBapuTeIbHBIH
IHAr=Ho3)

KnuanyecKue NpH3HAKH M CHMIOTOMBI, yKa3bIBalOIIHe Ha
Haauuue JII'. Bce knuHu4deckue CuUMIITOMEBI JII', BBEISBISSEMEIE IIPHU
paccripoce ¥ OcCMOTpe OONbHBIX, HEMAaTOTHOMOHUYHBI, YTO YacCTO
3aTpPyOHsEeT PaHHIOW AUArHOCTUKY 3aboneBanus [ 1, 14]. CmekTp
KJIIMHUYECKUX CHUMIOTOMOB (OObIllIKa, CJ1aboCTh, IIOBHIIMIEHHAS
yTOMIsSIEMOCTh, ©Oo0mu B 007acTHM cepAlla, TOJOBOKPYXKEHUS U
CUHKOTAJIbHbIE COCTOSTHUSI) OOYCJIOBJIEH TJIaBHHIM 00pa3oM [OBYMS
OCHOBHBIMHU TIpUYMHAMM — HapylleHWeM TPaHCIIOpTa KHCJIopofda H
cuuxenveMm CB. Kpome ToOro, xapakTepHbiMU cuMntomamu JIT'
SIBJISIOTCS Kalllellb U KPOBOXapKaHbe.

Ha HauvanbHOM 9Tame  3a0ojieBaHME  MOXKET  MPOTEKATh
0eCcCUMIITOMHO, TEM He MeHee OIBIIIKa IpU (PU3NUUYECKUX Harpyskax
— Haubosiee 4acCThI¥ CUMIITOM HebioTa 3aboneBaHus.

Oppillika MHCIIMPATOPHOTO XapaKTepa BhIpaXkeHa B pPa3IUYHOU
CTeTleHW: OT MUHUMAaJIbHOMW, BO3HUKAIOMIEN JTUIIb ITPU 3HAaYUTETbHOU
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HarpysKe, 0O BO3HHUKAIOIIEN [axkKe B IIOKOE€ M NPU He3Ha4YUTETbHBIX
ycunusax. Kak nmpasuso, ¢ TedeHrueM 00JI€3HU OAbIIIIKa IPOTPECCUBHO
HapacTaeT. [Ipy 3TOM MPUCTYIILI YOYLUILS OOBIYHO He HabOII0aloTCs.

Bonmu B TrpymgHOM KJIeTKe OOBIYHO UMEIOT HeonpeneleHHbIN
XapaKTep: JaBslue, HOWIIMWE, KOJIIoUIe, CKUMalolue; 6e3 4eTKOTo
Hayajia, HPOAOJIKMUTEJILHOCTHI0O OT HECKOJbKUX MHUHYT OO CYTOK,
YCUIUBAIOTCSA IPU (GU3MYECKUX HaArpyl3kKax, OOBIYHO He KYIHUPYIOTCS
IpUeMOM HUTPOTIULIepUHa. Y psaa mamueHToB ¢ JIIT oTMedaroTcs
TUTINYHEIE TIPUCTYIILI CTEeHOKapOouu — WHTEHCUBHELIE
MIPUCTYII00Opa3HbIE 6omm CIKUMAaIOUIETro XapakTepa,
JIOKa/JIU3YIoIUecs 3a TPYLUHOM, MHOTHA HPPagUuUpVIOUIHe B JIEBYIO
JIONATKy W JIeByI0 PYKy, YTO MOIKET MaCKHPOBaTh HIIEMUYECKYIO
0oJIe3Hb CepAalla U JaxkKe OCTPHIM MHPaAPKT MHUOKapa.

Bonee wem y 50% OGonbHBIX JI[' 0OTMeYaloTCs TOJIOBOKPYXKEHUSA U
00MOpOKHY, TIpOBOIMpPyeMble (GU3NYECKOM Harpy3kou. OObIYHas
MIPOOOIXKUTEIFHOCTE OOMOPOKOB mO 2—b5 MuH, mHOrma mo 20—25
MUH. BonbIMHCTBO OONMBbHBIX XKaNIyIOTCS Ha cepauebuenus u nmepebou
B paboTe cepnuna, IpH 3TOM Ha 3JeKTpoKapauorpamme (IKI)
3JI0KaYeCTBEHHLIE  HapyIleHWsA  pPUTMa, KaK I[IpaBUjo, He
PETrucCTpUpPyIOTCS, Yallle UMeeTCs CUHyCOBas TaXUKapaus.

Kamens ormeuaetrcss y */ OompHBEIX JII', CBA3aH, MOBUOUMOMY, C
3aCTOMHBIMM SBJIEHUSAMU U NOPUCOEOUHEHUEM BOCIAIUTEIBHBIX
M3MEeHEeHUU B JIETKUX U OpPOHXaX.

KpoBoxapkause (0o 10% OompHEIX C¢ JII') OOBIYHO BO3HUKAET
OOHOKpATHO, HO MOXKEeT [POHNOIXKaThCAd  HECKOJIbKO  [OHEW,
00yCIIOBJIEHO KakK TpPOMO0SMOONIUAMU B MEJIKME BETBU JIETOYHOU
apTepuu (JIA), Tak ¥ pa3peIBOM MEJIKUX JIETOYHBIX COCYOOB B CBS3U C
BEICOKOMU JIT.

I[Tpu ¢usuyeckom ocMmoTpe mnaumeHToB c JII' Hamuboree yacTo
BBLISAB/ISIETCA aKPOILIMAHO3, TIPU [JIUTEJILHOM TedYeHuu OO0JIe3HU —
n3MeHeHue ¢danaHTr masblieB 0 Tuny «06apabaHHBIX ITalo4YeKk» U
HOTTEX B BUOE <«YaCOBBIX CTEKOJI», M3MEHEeHHe (OPMHBI TPYTHOU
KJIETKM Yy OOJIBbHBIX C aMpu3eMoi nerkux («6oukoobpa3Has» rpynHas
KieTka). I[Ipu pa3Butum npaBoxkenynoukoBoii CH y OGOJNbHBIX
0TMEeYaloTCs HabOyx1ue e HbIE BEHHI, remaToMerasnus,
nepudepudeckue OTEKU, acuuT. [Ipu aycKyabTaluu C OOJIBIION
OOJIed BEPOSTHOCTH MOJKHO BHISIBUTH IIQTOJIOTHIO JIETKUX U CEPAIla, a
TakXe OIIpenesnTh BHIPaA’KEHHOCTD JIT. XapakTepHBIMHI
ayCcKynbTaTUBHEIMU IIpu3Hakamu JII' cinyxkaTt akueHT II ToHa Hap JIA,
MaHCUCTONIMYECKUN IIIyM TPUKYCHOUOAJIbHOW HEOOCTAaTOYHOCTH, LIYM
I'pexema-Ctumnna.
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CuMInToMBblI, CBsi3aHHbIE C COIIYTCTBYIOLIITUMH
3aboneBanussMu. OpPTONHO3 U IIapOKCU3MalbHOE HapacTaHUe
OIBIIIKY B HOYHEIE 4YacChl yKa3blBaeT Ha I[IOBEHIIIEHHE BEHO3HOI'O
OaBleHUs M 3aCTOMHBIE SIBJIEHHWS B MaJIOM Kpyre KpoBooOpalleHUs
BCJIE[JCTBUE IIOpaXXeHUs JIeBBIX OTAesIoB cepaua [1, 9]. Aptpanruu,
KOXKHBIE TIPOSIBIIEHUS, TUXOpPaZKa M OAPYyTrHe CUMITOME 3aboeBaHUM
COeIVHUTEIPHOW TKaHU yKa3bIBalOT Ha CBA3b ofblKu C¢ [I3CT. Xpan
¥ HOYHOE allHO09, CBS3b OOBIIIKK C HAapPYLIEHUSMU OBIXaHUS BO BpeMs
CHa 00yCJIOBNIMBAIOT HEOOXOOUMOCTS ITpoBeneHust ATl

CuMnTOMBI IPOrpeccCupoBaHus 3a0os1eBaHusi. OTeKU HUXKHUX
KOHEYHOCTEeM, aCIUT, CHUXKEHUEe allleTuTa, BheIpaXkeHHas cl1aboCThb

CBUIOETENBbCTBYIOT 0] nucHyHKITUN IT2X, HapacCTaHUM
TPUKYCOHUIOAJIbHOW HEOOCTATOYHOCTU. [ ONeHKH [OUHaMHUKU
3ab0eBaHUsg u 3pheKTUBHOCTH Tepamnuu Heo0X0ouMOo

KOJIMYECTBEHHO  OLeHMBATh TOJIEPAQHTHOCTE K  (HU3UYECKUM
Harpys3kam (QyHKIHMOHaIbHBIN Kiacc, TIIX).

AHaMHeCTHYECKHue OJaHHLBIE. YuutreiBas YCTaHOBJIEHHBIN
reHetudyeckui acnekT JIAI, HeoOXOOMMO HCKIIOYUTL XapaKTEepHYIO
KJIMHUYECKYI0 CUMIITOMATUKY Y POOCTBEHHUKOB OoyibHOro. Crnemyer
VYUTHIBATh NOTEHIIUANTLHBEIN PUCK pa3Butusg JIAI mpu ODpuMeHeHUU
JIeKapCTBEHHEIX IIpellapaToB, TOKCHHOB (aHOPEKCHUKH, palcoBoe
Macjyo), xumumoTepanuu (mukinodocdan, OmeomunuH u Op.) [2].
[InarHo3s BBICOKO BeposAiTeH y OonmbHBIX C cumnrtomamu JIAT,
Bo3HUKawImumMu Ha ¢oHe [3CT, moprampHOU runepreHsuu, BHY-
nHdekuu, BIIY co cOpocoM KpoBH cCieBa HaNpaBO, BEHO3HBIX
TPoMOO30B.

Irtan II. Bepudpukanusa guaraos3a JIT

[Tpu oOHapyXEeHUM TeX MM WUHBIX ITaTOJIOTUYECKUX HU3MEHEHUH,
yKa3bBalomux Ha Hamuuume JII, HeoOXOOMMO TIPOBECTU PSf
WHCTPYMEHTAJIbHBIX UCCJIENOBAHUMN.

OnekTpoKapauorpadusa BHIIBIAAET IIPU3HAKU TUOEPTPOGUU U
neperpy3ku [12K, mumatanum u runeptpoduu MpPaBoOTO IIpPencepOus
— TIIIT (p-pulmonale), oTKIOHeHWEe 3JEKTPUUYECKON OCH cephAla
BripaBo. Iluneptpopus T[I2K BeisgBaseTrcas y 87%, OTKIOHEHUE
9JIEKTPUYECKOM OCH ceppalla BIpaBo — Yy 79% OGombHBIX HWMIIT.
YuuThIBasi, 4TO YyBCTBUTENBHOCTh 3JIeKTpoKapauorpaduu npu JIAT
cocrtaBiseT nuilb 55%, a cnemudpuyHocth — 70%, MeTon He Bcerga
MIPUMEHUM [OJIs1 CKPUHUHTA B OuarHoctuke JIAT. YV OGONbHBIX C
Tsikenol JIAT moxeT oOHapyxKuBaThcst HeuaMeHeHHas OKI [1, 20].

Ecnu wusmenenusa Ha OKI' BO3HUKAIOT JIUIIbL IIPU OOCTATOYHO
BBIpaKEHHOU TUIIePTPODUU IIPaBHIX OTHEJIOB Cephlla, TO C ITOMOIIbIO
BEeKTOpKapauorpadmum MOKHO OMArHOCTHUPOBATh 3TH HU3MEHEHUS B
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06onee panHux cTtagusx [1]. ®oHokappauorpadus IIO3BOISET HE
TOJIBKO OMarHOCTUPOBATh THUIIEPTOHUIO WU TUIIEPBOJIEMUIO B MajioM
Kpyre KpoBoOOpallleHus, HO W OTHOCUTEJIbHYI0 HEIOCTaTOYHOCTH
TPUKYCIIUOAILHOTO KJjallaHa M KiamaHa JIA, HO ¥ oOHapyXuUBaTh
npuobpetennsie 1 BIIC, Bri3biBatoue JII' [14].

PenTrenorpadgus opraHoB TPyOHOM KJIETKU II03BOJIIET YTOYHUTH
atuonoruio JII': BLIABUTH MHTEPCTUIIMAJIbHBIE 3a00JieBaHUSA JIETKUX,
npuoOpeTeHHBIE U BPOXKAEHHBIE MOPOKU CEPAlla, a Tak¥Ke CYyOUTb O
Taxectu JII'. OCHOBHBIMHU PEHTTE€HOJIOTUUYECKUMU npulHakamu JII
cnyzaT BeIOyXaHUEe CTBOJIa U JieBOUW BeTBU JIA, KoTOphie GOPMUPYIOT
B IpsaMou npoekumm II myry mo J1€eBOMy KOHTYpPY Cepglia,
pacumpeHye KOpPHeUM JIeTKUX, YBeJIUUYeHHe MpaBhIX OTHOEIOB cepala
[1,9,14]. Y 90% 60mbubIx UJII' HA MOMEHT YCTaHOBJIEHUS OUArHO3a, Y
6onbpHBIX ¢ Msarkou JII' BcrencTBre 3ab60eBaHuil 1€BBIX OTHEIOB, IIPU
JIBOB peHTreHosiorn4yeckasi KapTHUHa JIETKUX U Cepflla MOXKeT OBITh
He wu3MeHeHa. Y OombmuHCTBAa OonbHBIX HMJIIT  oTMeuaeTcs
MOBHIIIEHNE ITPO3PAYHOCTH JIETOYHEIX ITOJIeM Ha Nepudepuu 3a cUer
0o0eqHEeHUs JIETOYHOTO PUCYHKA.

TpancropakanbHast OxoKIT cuumTaeTrcsi Haubojiee  IeHHBIM
HEWHBA3WBHLIM MeTOAOM puarHocTturu JII, Tak Kak He TOJBKO
MIO3BOJISIET OLIEHUTH ypoBeHb [IJIA, HO U JaeT BaXKHYIO0 MH(POPMAaILUIO
0 mpuuuHe u ocjoxHeHuUsx JII'. C moMoOIIbI0 3TOTO METOZa MOXKHO
HCKJIIOUNTh TIOpaXXeHus MHUTPaNbHOTO, aopTajbHOTO KJIallaHOoB,
6ome3nu mMuokappa, BIIC ¢ myHTMpoBaHMEM KpPOBM CjieBa HaIllpaso,
npuBogAmue K pasputuio JII' [1, 9, 21].

Y nanuenToB c JII' BrgBnsgeTcsa pacmupenue nonocrtel I1I1 u ITXK,
yTonileHne nepegHel cteHKH [12K, n3aMeHseTCa xapaKTep OBUXKEHUS
MeXKJKeJIyqO4YKOBOM IIeperopogKu: B CHCTOJIy OHa CMellaeTcs
rnapagoKcajibHO B CTOpOoHY TT2K.

Homnnneporpadusa TO3BONISAET HU3MEPUTH CKOPOCTH KPOBOTOKA B
cepalle, YTO JaeT BO3MOXKHOCTh HEMHBA3UBHO omnpenenuTh [IJIA [22].
Haubonee TecHass KOpPpensaUusi MEXAY pPacYeTHBIM U <IIPSIMBIM»
usMmepenuem CIJIA momydeHa npu oupepenenuu CIJIA mo cteneHu
TPUKYCOUIOAJIbHOW  pEeryprutaimm C  IIOMOILILI)  HEIPEPBLIBHO
BOJTHOBOTO MeToda. B OTCyTCTBHE OOCTPYKIIMK BBLIHOCSIIIETO TpPakKTa
[I’K mo cTeneHW TPUKYCHUOATBHOM  pPETrypruTalud  MOXKHO
pacyeTHBIM noyTeM OIIpenenuThb CIOJIA C IIOMOIIIBIO
MOOM(UIIUPOBAHHOTO ypaBHeHUsA bepHyIu: AP=4P2, roe AP —
TpajyeHT JaBIeHUsS Yepe3 TPEeXCTBOPYAaTHIM KjalaH, V — CKOPOCTh
TPUKyCOHUIAIbHOU peryprutanuu. [na momcdeta CHOJIA metomoMm
onpepeNeHus rpagueHTa JaBIeHUs Yepe3 TPUKYyCNUOATbHEIN KilallaH
K Tpafi¥eHTy HOOJIKHO ObITh moOaBijieHOo paBnenue B [IIT (IOITIT). Ilo
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COBpeMeHHEIM pekoMeHpauusaMm CIJIA omnpemensdioT C ydeToM
maBieHUs B HUXKHel mosoi BeHe (HIIB) u ee Konma- GupoBaHUsS Ha
Bpnoxe. MccnemoBanue HIIB mo3BonseT 00bEKTUBU3UPOBATDL SIBIIEHUS
3acTod KpoBU B OOJIBIIOM Kpyre KpOBOOOpalleHus, a TaKxXke
KOCBEHHO OLIEHUTh YpOBeHb  cucronudeckoro  [IITII, T.€.
IIeHTPaJlbHOTO BeHO3HOro maBienus (LIBI). McciemoBaHue IIPOBOOST
1“3 CyOKOCTaJIbHOTO [AOCTyHa, M[aTYuK yCTaHaABIUBAIOT  IIO[
MEUYEeBHUOHLEIM OTPOCTKOM ¥ OPUEHTUPYIOT B IO3ULUM OJIUHHOU OCHU
HIIB. Huametrp HIIB yMeHbIIaeTcssi Ha TJIyOOKOM BAoOXe, KOTaa
OoTpuLaTeJIbHOE OaBJIeHHe B TPYOHOU KJIETKe BedeT K yBeIUUYEeHHUIO
HanonHeHusa II2K u3 cucremHbix BeH. uametrp HIIB u nponeHT
YMEHBIIIeHUSI OuaMeTpa BO BpeMsa BOoxa KoppenupyioT ¢ HIIII. Y
300POBOTr0 YejioBeKa mpu HopmanbHOM [IIII1, paBHOM OOBIYHO 5 MM
pt.ct., nuametrp HIIB menrme 1,7 cM, M OHa cHagaeTcs IIOCTe
rnybokoro Bmoxa Oomee yeM Ha 50%. Ilpu npaBoXKenygoO4YKOBOMU
HEOOCTATOYHOCTH, TOBHIIIEHWM KOHEYHOTO [OHUACTOJIMYEeCKOTO
maBnenus B [12K u [IIIT HaGniofgaeTcs 3aTpyOHEHNE IIPUTOKA KPOBU K
cepouy. IlosTomy KkommabupoBanue HIIB Bo BpeMsi Bpoxa
CYILIECTBEHHO YMEHBIIIAeTCs, YTO CIIYKUT IIOKa3aTeJieM 3aCTos KPOBU
B BeHax OOJBIIIOrO Kpyra KpPOBOOOpaIleHUS U CBUOETEILCTBYET O
moBeimmenuu HOIIIT (LIBHO). Ounatanms HIIB 6omee 1,7cMm mnpwu
HOPMAaJIbLHOM peCIUpaToOpHOM Kojsarce 6onee 50% mpepnmnosnaraer
cpenHee yBenuudeHue paBneHus B [II1 (6—10 mMm pr.cT.). Ecnm
pecnupaTopHbIY Komnanc MmeHee 50%, masneHue B I1I1 cocTtaBnsieT oT
10 mo 15 MM pr.ct. Hakonen, pgunartaimusa HIIB 6e3 kommamca Ha
BOOXE IIpefmojiaraeT 3HA4YUTEJIbHOEe yBenuueHue naBieHus B 111
6osnee 15 MM prt.cT. HanpoTus, ymeHbienue nuamerpa HITB (06b14HO
MeHee 1,2 CcM) CO CIIOHTAaHHBIM KOJIJla- OWPOBAHMEM YaCTO
HabGIogaeTcss MPU YMEHbIIEHUU o0beMa IUPKYIUPYIOIIEH KpOBU
(OLK) [9].

I[lpm onpemeneHWy BOCHPOUI3BOOMMOCTH PE3IYJILTATOB CIEOyeT
o0paTUTh BHMUMaHMUE Ha BBIpaXKeHHYIO0 ommOKy mpu pacuete CIJIA
(4,9—8 MM pT.CT.) METOOOM OIIpedeNieHUs TpamueHTa [HaBIeHUS
4yepe3 TPUKYCIUOAIbHEIN KilanaH. Takue
MMOTPELTHOCTHA MOTYT TOJIBKO 0T4acTu IPUIHUCHBATLCS
HECUHXPOHHAWPOBAHHOCTHU WHBA3UBHBIX u OOTIIJIEPOBCKUX
HUCCJIelOBaHUNM UMM CYOBEKTUBHOCTHM CKOPOCTHBIX H3MEpPEHUH.
BocnpousBoguMocTk  pe3ynbTaToB u3MepeHus CIOJIA  depes
TPUKYCHIUIAIbHBLIY KJIallaH 3aBUCUT B OCHOBHOM OT KadeCTBa 3aluCHU
OOTIIJIEPOBCKOTO CIIEKTpA.

Cuctonudeckoe gasinenue B [12K y 3mopoBEIX MI0gel B Bo3pacTte 1—
89 gmetr cocraBnsger 28+5 wmmMm pr.cT. (15—57 MM PpT.CT.) ¥H
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YBEJIMYMBAETCSA C YBEJIWYEeHHMEeM Bo3pacTa W HMHAEKCa MacCChl Teja.
TpukycnupanbHasi PperypruTauusi oIpefessieTcss y OOJBbIINHCTBa
6onpHBIX JII' (74%). B uccrnemoBaHUAX YCTaHOBJIEHA KOPPEJISLIUS
(r=0,57—0,93) mexnay nmaBiaeHueM, u3MepeHHBIM npu IOxoKI u BO
BpeMs KaTeTepu3alluM IIPaBhIX OTHOEJIOB cepaia u JIA.

BayTpruBeHHOE BBeOeHHE H30TOHMYECKOTO pacTBOpa HaTpUid
XJI0puga II03BOISET OIIPEHOeNIUTh OTKPLITOE OBajibHOE OKHO, IMIIII
THUIIa BEHO3HOTrOo cuHyca [14]. [Ina mnoaTBepXKAEHUS OTKPHITOTO
OBaJIbHOTO OKHa wuiau Hebosbmioro JIMIIII, oieHKM ero TOYHOTO
pa3mepa TpebyeTcs mpoBemeHne ypecnuieBogHon IxoKI .

Onenka remoamHaMuKH. KIIOC pomkKHa IIPOBOOUTHCSA BCEM
6onmpHBIM JIAT [Omsi TOOTBEPKIOEHUS OUATHO3a, OIEHKU TSXKECTH,
pelIeHus BOIIpoca O BHIOOpE ITaTOreHEeTUYEeCKOUW Tepanuu U OLEHKU
ee adpdektuBHOCTH [1,9,14]. PekomeHnayeTcss moBTopsATh KITOC pmns
MMOOTBEPKOEHUS KIMHUYECKOTO YXYOIIEeHHWs, PpelleHus BoIIpoca O
HeoO0X0UMOCTHY Ha3HAaYEeHUsT KOMOMHUPOBAHHON TepPaIuu.

Ha sTamne Bepudukamuu guarsosa KITOC mpoBoguTCs O OLIEHKH
TAXKECTH TeMOOWHaMWYeCKUX HapyIIeHuMN U IIPOBEeOeHUS TEeCTOB Ha
Ba3opeakTuBHOCTh [11]. HeobGxomuMo OIlleHUBATh CJIeOyIOIIHe
nmapameTpsbl:  HOIITI, [OJIA  (cucTtolmyeckoe, [OUACTOIUYECKOE,
cpenuee), O3JIA, CB (MeTomoM TepMoaumionuu unu no OuUKy npu
CJIII), aprepuanbHoe mnaBieHue (AIl), 1IerodyHoe U CHCTEMHOe
COCYAUCTOE COMMPOTUBJIEHNE, HACHIIIeHe KMCIOPOAOM apTeprualbHOU
¥ BEHO3HOM KPOBHU (a TaKXKe KPOBU M3 BEpPXHEUW MOJI0OM BEHHBI NPHU
CJIII).

JIAT ompepmenseTcs mnpu JIJ'IACp fomee 25 MM PT.CT. B IIOKOE U

6omee 30 MM pT.cT. pu Harpy3ke, I3JIA menee 15 mm pr.ct., JICC
6ormee 3 MM prt.cT/n/mMuH (emuHuILl Byma). KaTeTepusalius TeBBIX
OTHEeJIOB cepama HeoOxoguMa B PeOKHX CIydasx, Korga He yHoaeTcs
u3sMepurts [3JIA.

Bepudukaiusi guartHoza JII' ¢ IMOMOIIbI0 KaTeTepU3allMM ITPaBBIX
OTHEeJIOB cepiama Heobxomuma y OONBHEIX ¢ MATKOM JI I' M0 maHHBIM
OOTMIIepPoBCKOro uccnemoBanus, umetomux II um III ®K (BO3) mns
oIpefeeHus: TAKTUKY JiedeHusi. Y O0JIbHBEIX C YMEPEHHOU U TAXKEJIoN
JI' mnposegmenme KIIOC ¢ omnpegeneHueM TeMOOUHaMHUYeCKHUX
TMoKa3aTesiell HeoOXOOUMO [IJIsi OI[eHKHU ITPOTHO3a.

[ToBemenunoe cpepuee I u ,'E[J'IACp, HuU3KuM CB u HachileHue

BEHO3HOM KPOBU KHCJIOPOAOM CBUIETEJLCTBYIOT O XyAIIeM IIPOTHO3€e
y 6ompHBIX WJIT .

C moMoIipio oCTpHIX (papMakonorudeckux mpod (ODII) Bo BpeMs
KITIOC u JIA MOXKHO OIpPENesuThb IIOTEeHIINANIbHBIN 3¢GGEKT JTedeHUs
antaroHuctamu Kaneus (AK). g npoBemenus OPIT ucmonb3yoTcsa
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KOPOTKOAEUCTBYIOIIME Ba30OUIIaTaTOPH, BO3AEUCTBYIONINE Ha MaJlbIi
KPYyT KpoBooOpaireHus: npocrarmadgud E, (IITE,) u uHransaumoHHbIN
okcup asora (taoda. 2).

ITonoxurtensHasas O®II onpenensgeTcsa OIpU CHUXKEHUU JIJ'IACp doJiee

yeM Ha 10 MM pPT.CT., HOCTUXKEHUU aAOCOIIOTHON BETUYUHEBI JZ[J'IACp

MeHee 40 MM PT.CT. IPU YBEIUYEHUU HIU B OTCYTCTBHE OUHAMMKU
CB. Tonpko 25% O6omnbubix UJII' ¢ nmomoxutenbHOM O®IT MOXKHO C
ycrexoM pOnuTenbHO JiedyuTh AK. HM3-3a BO3MOXKHBIX BBIPa*ke€HHBIX
OCJIOXXKHEeHUN He cienyeT Ha3HavaTh AK ommupuyecku 06e3
nmpoBenenuss OOII [1, 14].

YV OonbHBEIX xpoHuYeckor TIJIA, BIIC HeoOXOoOMMO TaKXe
onenuBath O®II pOnsa ompendeneHus: IOTeHIIMANbHOTO 3ddeKTa
Tepanuu AK.

TpaguuoHHO ATIT" cuutaercs HauJIy4dllIuM METOIIOM,
MMO3BOJISIOIINM YCTAHOBUTh IIOKa3aHMA K OSHOAPTEPIKTOMHUHU. Y
OONBHBEIX C  IOAO3peHHeM Ha  XpoHmYeckyio TOJIA, He
MMONTBEPKIOEHHYI0 IIPU CHUHTUTPaduu JIeTKuX, OJId OUAarHOCTUKU
OUCTAJIbHBIX oOCTPYKIINH JIETOYHOTI'0 COCYOHCTOTO pycia
1emaecoobpa3Ho [IpoBefeHUue ATIT o] CeJIEKTUBHBIM
KOHTPACTHUPOBAaHMEM IIPpaBOM KU JIEBOM OCHOBHBIX BeTBeud JIA u
aHAIM30M B MHOXKECTBEHHBIX NPOEKIUAX. [Ipm 3TOM PHUCK Pa3BUTHUSA
OCJIOKHEHUN MHHHNMAaJIEH (<1%) B ciydae BBITIOJIHEHMU ST
BBICOKOKBAJIM(UITUPOBAHHBIM IepCOHANoM, OPUMEHEHU S
COBPEMEHHBIX KOHTPACTHHIX BelllecTB [23].

Idtan III. YcraHoB/jIeHHe KJIMHHYECKOro Kjaacca JIT

Cnepyrommuii sTal Q[UATHOCTUKMW HaIlpaBJIeH Ha oOlpenesieHue
KJIMHUYeCKOro Kiacca JII' ¢ yueToM KIMHUYECKOU KlaCcCUupUKaLUN.

Ha sTom sTamne HeoOXoguMO ITPOBECTHU TpaHCTOpaKalbHyI0 OXx0KI,
JIeTO4YHBle (PYyHKIIMOHAJIbHEIE TECTHI (Fa30BBIM COCTAB apTepHUabHOU
KPOBHU), BEHTU/IJILUMOHHO IePPY3UOHHYIO CIUHTUTIPA(PUIO JIETKUX,
KT, ATIIT.

Tabamnua 2. Octpbie (hapmakororuyeckue npodbl AAS OLIEHKH Ba30PeaKTUBHOCTH Y G0AbHBIX AT

[Ipenapat ITyTs BBeACHMS T/, HavanbHas no3a Jleye6GHas no3a JUTMTEIBHOCTD, MHH
NrE, BHyTpHBEHHBIN 3 MuH S Hr/Kr/MHH J1o 30 Hr/kr/MuH 30—40
Oxcun a3oTa WHranauMoHHbIiH 15—30 ¢ 10 ppm 20—40 ppm 5

Ilpumeuarue. ppm — YaCTUIl HA MWLUTHOH B ra30BOi CMECH.

HUccnegoBanue @BJl mo3BoniseT OLEHUTh BKJaHd HOOpPaxKeHuS
ObIXaTEeNbHBIX MyTEN UK MMapeHXMMaTO3HOro 3abojeBaHus JIETKUX B
pa3Butue JII: BBEIABUTHL OOCTPYKTUBHBIE MM PECTPUKTUBHBIE
MU3MeHeHus1 C 1enbio npuddepeHUanbHOM puarHoctuku JIIT u
YTOYHEHUS TAXKECTU mopaxeHus jerkux [1,7]. IOns OGombHBIX JIT
XapaKTEePHBl YMeHbIleHne nud¢y3noHHON CIIOCOOHOCTU MOHOOKCHUA
yrnepoma (40—80% oT HOpPMEI), HEeOONBIIOE UMM YMepeHHOoe
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CHHUIKEHHEe JIETOYHEIX 00BEeMOB, HOPMAaJIbHOE WIHM HE3HAYUTEIbHO
cHuXKeHHoe PaO, u OOBIYHO CHHXKEHHOE H3-3a AaJIbBEOJISPHOU

TUINIEPBEHTUIALINU PaCOz. I[Tlpu  HeoOpaTUMON  OOCTPYKIUU

OBIXaTEeNIbHEIX IYTEeW CBUOETENbCTBYeT B IT0nb3y XOBJI KaK IpUYUHEL
TUIIOKCUYECKOU JIT'. CHuXeHHEIE JIeTOYHEIE 00BEMEL u
nuddy3noHHasE CIOCOOHOCTh JIETKUX MOTI'YT yKa3blBaTb Ha
WHTEpPCTUIMaIbHOe  3aboyieBaHMe  JIeTKuX. llonmmcoMHOrpadus
II03BOJIAET HUCKITIOYUTh OOCTPYKTUBHBIE HApPYIIEHUsS BO BPeMsI CHA U
3NU300bI fecaTypaluu.

BeHTunsumonHoO-11ephy3nOHHAS CIUHTUTPaGUs NerKuX. Y G0JIbHBIX
JIT MOKHO OOHaApyKUTh KaK abCo/I I0THO HEW3MEHEHHYI0 KapTHHY,
Tak U HeOosbine mnepudepudeckne cybcerMeHTapHble AedEKTH
nepdy3unu 6e3 HaPyIIeHHON BeHTUNIAINU [24]. 3TOT MeTon SIBNIIETCS
Hanbosiee MHOOPMATHUBHLIM B QUATHOCTUKE KIMHUYECKOIro Kjacca 4
— xpouudecko TOJIAu ee BeTBel. [Ipu sTOM HedeKThl mepdy3uu
00HapyKMBAlOTCI B [OJIEBRIX M CerMeHTapHBEIX 30HaX. B
nuddepeHIInaIbHON OIUarHoCTUKe UJIr u XPOHUYECKOU
TPoMO03MOOIUN YYyBCTBUTEIBHOCTh BEHTUISILIMOHHO-TIEPhY3UOHHOMN
cuumHTUrpaduu merkux cocrasiseT 90—100%, a crenmpUIHOCTL —
94—100% [1]. ¥V GombHBIX C HNAPEHXUMATO3HOU OOJIE3HBIO JIETKUX
nnepdy3uoHHbIE NedeKTH COBIIaAal0T ¢ nedheKTaMu BeHTUIISITUN.

KT urpaet BaxHy!0 ponb B guddepeHIInanbHON auarsoctuke JII'.
O6GecmeuynBasi fmeTalbHOEe H300paxkKeHWe neroyHou mapeHxumbl, KT
II03BOJIIET [OMArHOCTUPOBATh WHTEPCTUIIMAIIbHBIE 3aboeBaHUSA
nerkux u osMmbuzemy [25]. TIpu 3acTONHOU J1€BOXKENTyIOYKOBOMU
HEIOCTaTOYHOCTH MOTYT OOHapyXKUBaThbCd (EeHOMEH «MaTOBOTO
CTeKJa» ¥ YTOJIIeHWe UWHTep/IoOynspHBIX cenT. duddy3Hoe
OBYCTOPOHHEE VTOJIIEHWEe WHTEPJIOOYJIAPHBIX CeNT, Haludue
MeJIKMX, IIJIOXO OYepUYeHHBIX OYaroBhIX TeHeW yKa3blBaeT Ha
JIETOYHEIM KaOWIJISPHBIM reMaHruomarto3. KT [m0O3BoJsieT OLEeHUTH
COCTOsSIHUE JIETOYHBIX II0JIel, a TaKKe cepAlia ¥ COCY[OB C IIOMOIIBIO
KOHTPaCTUPOBaHUSA MOJIOCTEM cepAlla U IIPOCBeTa COCYHOB IIpU
BHyTpuBeHHOM BBegeHum 80—120 MnI KOHTPAcTHOIO BeIleCTBa.
Kaptuna KT nmpum xpoHMYecKod TpoMO03MOOIUM — TOJHAs OKKII
o3us JIA unm ee BeTBel, Haluyue OSKCIEHTPUYECKUX IOeheKTOB
BCJIEZICTBHE TPOMOO30B MJIM peKaHa/n30BaHHEIEe TPoMOHI [1, 13]. Tlpu
BBEISIBJIEHUM NTPHU3HAKOB XpoHU4Yeckoi TOJIA GonbHEIM IokalaHa AIIT
B [ONIOJIHEHNVE K KaTeTepu3alliy IIpaBbIX OTHEJIOB cepAlia.

MarHuTHo-pe30oHaHCHasi Tomorpadus (MBT) ucnonb3lyercs y
6ombHbIX JI[' [Osi OIEHKM IATOJIOTMYECKUX U (YHKIMOHAJIBHBIX
M3MEHEeHUH Ccepj Ila M JIerOYHOT0 KPOBOOOpAIeHusT U OOBIYHO He
NPUMEHSeTCs B IIOBCEOHEBHOU IIpaKTUKe. ['TaBHOe NPEeuMMyIIeCTBO
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MeTofa —  TpexXMepHb  (0O0bEMHBINM)  Croco®  IOy4YeHUs
n3o0paxeHuit 0e3 apTtedakToB OT KOCTEH U JIETOYHBIX IIOJIEH,
BBICOKOE IIPOCTPAHCTBEHHOE pa3pelleHue, a TaKXKe OTCYTCTBUE
JIydeBOU Harpy3KH, HEWHBA3MBHOCTL, €CTECTBEHHEBI KOHTPACT OT
oBuxXKyIeicsa kposu [14, 26]. Hame Bcero MPT wucnons3yoT npu
o6cnemoBanum naumeHtoB ¢ KMJII, TOJIA, BIIC co cb6bpocom KpoOBHU
cJlieBa Halpago.

9tan IV. Ouenka JII' (Tum, TONEPaHTHOCTh K (PUIUUECKUM
HarpyskKaMm, reMoguHaMU4eCcKue IapaMeTpHl)

BonpHBIM JIT Heo0XoguMo IIPOBOOUTH O0ILIEeTPUHSTHIE
nabopaTOpHBIE TECTh: OMOXMMUYECKHUM M OOMIWM aHalIu3bkl KPOBH,
HCCJleloBaTh KoaryjaorpaMMy, YpoBHU D-mumepa, aHTuTpoMOuua III,
nporerHa C [Ona  uCKIIoYeHUsT  TpoMOOGuUIMHM, OLIEHUBATh
TOPMOHAIBHYI0 (PYHKLUMIO HIUTOBUTHOU JKeJIe3bl, ONpPEenessiTh TUTP
aHTUTEN K doconunuaaMm (BOTIaHOYHEIN aHTUKOATYJISHT, aHTUTENa
K Kapauonunuxy) [27, 28]. IlpumepHo y */4 6onmbHBIX UJIT' mOBHILIEH

TUTP aHTU HYKIeapHbIXx aHTUTen (MeHee 1:80). Bombable JII' C
CYILIECTBEHHO TOBHIIIEHHLIM TUTPOM aHTUTEJI UM ITOH03PEeHuEeM Ha
I3CT HyXKOaioTcs B KOHCYJIbTAIlUM pPeBMaToJiora. BceM OOJIbHBIM B
00s13aTENbHOM MOPSIOKE ClieAyeT IPOBOAUTh TeCcT Ha BUY-uHpeKmIO.

AHaIHU3bI KPOBH H HMMYVHOJIOTHYECKHe
IIOKa3aTe/In

AHanmu3el KpoBU: 0OIMMK (YypOBEeHb TeMOTJI00WHA, 3SPUTPOILUTOB,
reMaTOKpHUTa, JIEMKOIIUTOB, TPOMOOIIMTOB); OMOXUMHUYECKUYN (OleHKa
byHkIIMY TTOYEK, MMeYyeHu, comepzKaHus OelKa); UMMYHOJIOTUYECKUN
(auTUTENIAa K KaApOUONHUIIMHY, BONMYAHOUYHBLIA aHTUKOATYIISHT);
KoaryJorpaMma KPOBU; TOPMOHEBI U TOBUOHOMN XKeJe3Hl,
TUPEOTPOIIHEIM TOPMOH; CEPOJIOTUYECKUU TeCcT Ha BUY.

Y3 BHYTpEHHHX OPraHOB II03BOJIZ€T HAOEXKHO UCKIIIOYUTH
IUPPO3 Te4YeHHW W/UAU  IIOPTaJIbHYI0  TunepreH3suo  [29].

Hcnonbp30BaHUE LIBETOBOM ponruieporpaduu II03BOJISIET
nuddepeHIPOoBaTh ITaCCUBHYIO TOPTaIbHYIO TUIEPTEH3UI0
BCJIEICTBUE IPaBOKENYyOOYKOBOU CH U BCJIEICTBUE

BO3HMKHOBEHUSI TPAHCIEYEHOYHOIO0 BEHO3HOI0 TpagueHTa IIpHU
IUPPO3e IIeYEeHH.

@yHKIHOHAIbHAS CIIOCOOHOCTb. OO0BeKTHUBHASA OIleHKa
dyukumoHanpHOM cnocobHocTu OonbHBIX JIIT Heobxommma [Ojsd
oneHKH TsaxkecTH JI[' ¥ MUHaMUKKA KIMHUYECKOI0 COCTOSIHUS Ha (poHe
Tepanuu. [Ipy U3y4YEeHUU TOJIEPAHTHOCTH K (PUIUYECKUM HaArpy3Kam
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Haubonee 4dYacto wucnojgb3dyercd THIX u KapauoIyJIbMOHAJIbHBIN
Harpy304YHBIM TECT C OLIeHKOM ra3oo06MeHa.

TIIX — 1[OpocCTO¥, MHemleBhI, UWMEKINUN IIPOTHOCTUYECKOEe
3HaueHue. PaccrosHme, mpoumenHoe npu TIHIX, o6paTHO
KoppenupyeT ¢ GyHKIHOHanbHEIM KiaccoM (BO3) [1, 9]. Tecrt
OOBIYHO [IOTIOJIHSIETCSI OIIeHKOM OfbIKu 1o bopry. CHUXKeHUe
HaCHIIIEHUST KUCIIOPOAOM apTepuanbHoi KpoBu 6osee yeM Ha 10% Bo
BpeMs TIIIX yka3niBaeT Ha HOBHIIIEHHBLIM PUCK CMepTU. PaccTtosHue,
npoiigeHHoe 1ipu TIIX, B  OOJILIIMHCTBE MHOTOLIEHTPOBBIX
rucciaepnoBaHui y 60mbHBIX JI [ MCIIONIB3YETCSI B KAYECTBE «IIEPBUYHOMN
KOHEYHOU TOYKHU».

KapouonynbMOHaNbHEI HaArpy304YHBEIM TECT JaeT BO3MOXKHOCTH
OLIEHUTH BEHTUJISAIUIO ¥ Ta3000MeH BO BpeMS [OO3UPOBAHHOU
¢buzuyeckodt Harpysku (MHOEKC MaKCHUMAaJbHOTO TOTPeOIeHus
KHCJIOpoda, aHaspoOHerr mopor) [1]. ¥V OonbaBIx JIIT CHUXKEHEI
aHa’pPOOHLIM TOPOr U MaKCuMaJibHOe IoTpebleHrne KHUCIIOpofa.
KapouonyneMOHaIbHEIN HArpy304YHBIM TECT paHee MUCIIOJIb30BajiCad B
MHOTOIIEHTPOBBIX MCCJIEJOBAHUAX, HO €T0 O4YEBUOHBIX IPEUMYIIECTB
nepen TIIX He MOJIy4YeHO, TaK KaK TEeXHUYECKU OH CJIOXKHEe, He
MMO3BOJISIET OIeHuBaTh 3GGEKTUBHOCTh Tepaluu, a I[OJIydeHHEIe
pe3yabTaTh 3aBUCAT OT OIIbITa MEOUIIMHCKOT O IIepCcoHara.

Onenka Ttsaxkectu JII. OK [Ing xapaktepuctukum Taxectu JIT
HUCIOJIb3YEeTCS dyHKIIMOHATEHAS Kaccuukaims (BO3) —
MOmMGUIMPOBAHHEI BapuMaHT Kiaccudukanuu  Heio-MopKcKoit
accomuamuu cepnia (NYHA), npennoxKeHHOU [ MallueHTOB C
HEeJO0CTAaTOYHOCThIO KpoBooOpartienus [1,9]:

Kmacc I — OompHbie JII' ©6e3 orpaHudeHuss GU3NYECKOU
akTuBHOCTH. OOBIYHaAsi ¢u3NYecKass aKTUBHOCTb HEe BBI3BIBAET
TMOSABIIEHUS  OOBIILIKY, cjaboctu, Oomu B TPYOHOM  KJIETKeE,
TOJIOBOKPYKEHUS.

Knacc II — 6onbable JIT', mpuBogsmiedl K HEKOTOPOMY CHUXKEHUIO
¢uzuyeckot akTUBHOCTU. B mmokoe oHm orymiaioT cedsi KoMDOPTHO,
omHakKo OObIYHasi (u3uveckass aKTUBHOCTb COMIPOBOXKOAETCS
TMOSABJIEHMEM ONBIIIKK, cjaboctu, OGOMM B TPydHOM KIJIETKE,
TOJIOBOKPYXKEHUS.

Kmacc III — ©Gompubeie JII, mnOpuBOOsIed K BbBIPaXXEHHOMY
orpaHm4eHuni0 (puandeckou aKTUBHOCTU. HebOombiras dusnyeckas
aKTUBHOCTh BBI3BIBAET IIOSIBI€HWE OMBIIIKYK, crnaboctu, OGomu B
TPYOHOU KJIEeTKE, TOJIOBOKPYXKEHU .

Kmacc IV — oOomnpHbie JII,, HeCIOCOOHBIE BBIIOJHATEH IO0YIO
¢busuyeckyro  Harpysky 0e3  MepedyUCIeHHBIX  KJINHUYECKHUX
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cumntoMoB. Opblllika UM Cj1ab0CTh MOTYT HaOIIOmaThCs HOaXe B

MOKOe, IMCKOM(OPT Bo3pacTaeT IPU MUHUMAaIbHOU Harpy3kKe.
buoncusi aerkmx. IIpoBemeHmMe KaK OTKPHITOM, TakK U

TOPAKOCKOIINYECKOH OHOIICHMM JIETKHUX COIIPSXKEHO C ITOBEIIIEHHBIM

PUCKOM Pa3BUTHSA OCJIOXKHEHUNM, B TOM uwucie ¢aTanbHEX. B

KIITMHUYECKOM MPaKTUKe 3TOT MeTOJ OOBIYHO He UCIoIb3yeTcs [9].
®aKTOpPHI, BIIUSIONINE HAa MPOrHo3 001bHBIX JIT':

®K (BO3)

* HayIM4ue IIPU3HAKOB IPaBOXkKenynouykoBou CH

* TOJIEPAHTHOCTH K PU3NYECKUM Harpy3kam

* paccTosiHue, nporaeHHoe npu TIIX

* YPOBEHBb IIUKOBOTO ITOTPeOIeHUT KUCIopoaa

* 9XOKapauorpadruyeckre mapaMeTphl

* HayT4ue IepuKapauaabHOTO BEIIIOTA

* pa3Mmep IIIT, JI2K

* reMogMHaMHu4YecKue mapameTpsl (II1IT, JZ[J'IA,p, CB)

* HACHIIIIEHNE BEHO3HOM KPOBU KHCIOPOOOM
* orpunarenbHas O®II

* aHaJIM3BI KPOBU

* TUTIEPYPUKEMU S

* YPOBEHDb HATPUUYPETUUECKOTO MENTHUAA

* TPOIIOHUH

* HopampeHanuH -2T-1 [1,9]

[Tporao3 OGOMBLHEIX. PEKOMEHIOYeTCsI OIleHUBATh TsaXkecTb JIAL y
OONBHBIX C TOMOIILI0 Habopa [aHHBIX, BKIIOYAIIIUX IlapaMeTpPhl
KJIMHUYECKOTO, (QYHKIIMOHAJIBHOTO, IeMOOUHaAMHYEeCKOro CTaTyca,
ypoBHsI GmoMapkepoB, mapameTrpoB IxoKI [9, 30]. PekomeHmyeTcs
perynspHoe HabJiogeHue Kaxnable 3—6 Mec B TOM 4YHCJIe ¥ OOJIbHBIX
JIAT co cTabunbHEIM TedeHHeM 00Jie3Hu. PeKoMeHOyeTcs IlefieBas
cTpaTterusi nedenuss OomnbHBEIX JIAI. Tak, B pe3ynbTaTe JIeYeHUS
XKeJaTenbHO mocTturaTh pacctossHus B TIIX 6omee 400 M. ITamueHTH
Mmostoxke 50 meT Ha ¢GoHe Tepamuu OOBIYHO CIOCOOHBI ITPOXOOUTH
6omee 500 M, HeCcMOTpPs Ha Hanuuwe Tsaxkenou JII' m muCHYHKIUU
ITXK. Takum OOJIbHBIM pPekKoMeHayeTCcs IIPOBOOUTH
KapZUOIIyJIbMOHATbHEIU TecCT C onpeneneHueM IIMKOBOT O
noTpebJieHusT  KHCJIOpOHa, BEHTUISIUOHHOM  3¢pdeKTUBHOCTH,
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MaKCHUMaJIbHOT'0 CUCTOJIUu4YecKoro AJl Ha BBICOTE Harpy3Ku U/UIH
KJIOC pns oO0bekTuBHOM ouLeHKH ¢yHkiuu [12K. OnpepeneHue
YPOBHS OMOMapKeEpPOB, 9XOoKapaouorpadpuIecKux u
reMOOMHaMHUYeCKHUX ImapaMeTpOB IIO3BOJISIET OIIpenenuThb
CTaOMIBPHOCTh COCTOSHMSI OOMbHOTO. IlapamMeTpnl, MTO3BOJISIOIINE
OoIpenenuTh MpPorHo3 y OonbHBIX JIAI, cTpaTerusi OIUHaAMHUYECKOTO
HaOJTI0OmeHus IpeaCcTaBIeHs B Ta0da. 3,4.

JIeuenue 00abHBLIX JIT

Ha mpoTsizkeHWM MHOTUX [OECATUJIeTUN B JiedeHuu OonmbHBIX JIT
HaOJIomasncs KpalHe Me[jIeHHBIN nporpecc. CUTyalysi CyuecTBeHHO
M3MEeHHU/Iach B IIOCIegHHE TOombl, Oaromapsi 3HAYUTEILHOMY
YBEJIMYEHNI0 4YUCJla KOHTPONMUPyeMbIX HcciemoBaHuii [9, 31]. AK,
QHTUKOATYJISHTH, CepaedYHble TJIMKO3UOLl, KHCIOPOZOTEpamnus B
HacCTodlllee BpeMs, HEeCMOTPS Ha OTCYTCTBUE COOTBETCTBYIOIIUX
PaHOOMU3KUPOBAHHEIX MCCJI€OOBaHUU, COCTABIAIOT CTaHOapTHYIO
Teparuio, IUPOKO MpuMeHsiemyio y 6ompHbIX JII' [1, 14]. BmecTe C
TeM TIOgBUJINCh HOBBIE TPYNNOBEl JIeKapCTBEHHBIX IIpelapaTos,
3¢ GeKTUBHOCT, U 0€30IaCHOCTh KOTOPHIX AOKalaHa pe3yIbTaTaMHu
KOHTPOJIMPYEMBIX UCCJIEHOBAHUMN.

Tabanua 3. TapameTpbl C AOKa3aHHOW OCTbIO AASI TsHKecTH 3a6 CTabMALHOCTH Te4eHus), NPorHo3a
y 60AbHBIX AAT
ITporaoctHyeckue haxTops! Xyaumit nporno3  Jlyummii nporuos
Knunugeckue npusHaku npasoxenynoukosoi CH Ects Her
TeMn nporpeccupoBaHMs CUMIITOMOB BeicTparit MeureHHBII
Cunkone Ects Her
DK (BO3) v LI
Paccrosiaue B TIIX, M <300 >500*
KapauomnynsMoHaIBHBI Harpy304YHBII TECT: MMKOBOE NMOTPeGIeHHE KUCIOPOa, MJI/MHH/KT <15 >
Vposexs BNP/proBNP B ruiazme Kposu Brie HOpMBI B HOpMe
IMapamerpsr OxoKI:
TIepUKAPAUATBHBIH BHITOT Ectp Her
CHCTO/IMYECKAsl 9KCKYPCHSI KOJIbIIa TPUKYCIUAATBHOrO KlaraHa, CM <l,5 >2
I'eMoIMHAMMYECKHE ITAPAMETPHI
JUIIIT, MM pr.cT. >15 <8
CHU, s1/mun/M? <2,0 >2.5

Tlpumeuanue. *— B 3aBUCMMOCTH 0T Bo3pacta, BNP — Mo3roBoit HaTpuitypernyeckuii mentua; CH — cepaeyHblit MHAEKC.

Tab, 4. A KOe HabA 3a 60AbHbIMM AAT: pekomeHAyeMble METOAbI M BpeMeHHas WKaAa

Mapavetp HUcxonno (mo navana Kaxnaeie Yepes 3—4 mec mocne Havana B ciyyae kmmHMye-
TEPAIHH) 3—4 mec WIM CMEHBI TEpanuy CKOTO YXYIUICHUs

Ouenka kmHnyeckoro craryca: PK (BO3); DKI + + + +

IMposenenue THIX + + + +

KapmonynbMOHaTbHBIH HArpy30YHBIi TeCT + + +

Vposexns BNP/NT-proBNP + + + +

OxoKI" + + +

Karerepu3aims npaBbix OTAEIOB CepaLa + + +

OOwume pekomeHpaumu. [1ns scex 6e3 ncknoyeHns 6onbHbix J1 T
aKTyasibHbl 06bWwne pekoMeHgaummn, cobnogeHne KOTOPHIX IT03BOISIET
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YMEHBIIUTh PUCK BO3MOXKHOTO YXYOUIEHUWS TedeHus1 3a0o0JieBaHUS
BCJIEZICTBIE OIIPeeIeHHBIX 00CTOSITEeIbCTB U BHeITHuX (GakTopoB [9].
HUx ponb CHO0XKHO IepeolieHuTh. YacTo mumarHo3 JII' cTaHOBUTCH
MPUYMHON COLMAJIbHOM M3O0JISALMU, TOI3TOMY MOTHUBAIUSA OOJILHBIX
ydacTBoBaTb B cooOIilecTBax OOJBbHBIX KpaWHe BaxXKHa [OJid
TOBBIIIIEHUSI WX YBEPEeHHOCTH B cebe, 0OmEero HaCTPOEHUs,
COCTOSIHHSI, OOIIIEeHMS.

dusndeckasi aKkTUBHOCTb. bonbHbie JII' DOMXKHLI IIOOABEPraThCs
Harpy3kaM B IIpefesiax TOW (pU3WYeCKON aKTUBHOCTH, KOTOpas
BO3MOXKHAa HCXOOs M3 KIMHHYECKOM cuMmnToMaTtuxku [9, 32]. B
IIOBCEIHEBHOM XKU3HM HamueHTsl ¢ JII' {momxkHBI u3beraTh
BO3HUKHOBEHHUS TaKWX IIOTEHIIMAJIbHO OMNACHBIX CHUMIITOMOB, Kak
BbIpa’kKeHHAasi OQBIIIKa, CWHKOIEe, O0lMM B TPYOHOM KIIETKeE.
3ampeiaoTcs dusnyveckue Harpy3KHu mocjie efibl, apu
HeOJIarompusiTHOM TeMIepaTypHOM pexuMe. B To ke Bpems
6onmpHbIM JII' cremyeT moOOmep:KWBaTh ageKBAaTHOE COCTOSHHUE
CKeJIeTHOM MYCKYyJIaTyphl, BBHITIOJIHAS €XXeOHEeBHBIe NO3UPOBAHHBIE U
perynupyeMbie ($u3ndeckne yHOpaXkKHEHUS, He  BbI3BIBAIOIINE
yKa3aHHBIX CUMIITOMOB, YTO CIIOCOOCTBYET YIyYIIEeHUI0 KadecTBa
xku3Hu (K2K) um KImHWYecKou cuMntomMaTuku. IIokazaHa PoOJIb
CIeIMaJbHBEIX PO TpaMM TII0 peabunuTanuy OOJBHBIX s
yIIy4llIeHusT IIoKalaTesjed (GU3n4YeckKoro craTryca. HeobxomuMbIM
YCJIOBUEM  SBJIIETCA  IIOCTOSHHBIM  KOHTPOJIb  MEOUIIMHCKOTO
mepcoHasna 3a IIPOBEIeHEeM KOMILJIeKCa peabuIuTaIIH.
ExXegHeBHbIe [O3WPOBaHHLIE W  peTyIupyeMble (Quamdeckue
Harpy3ku crmoco6cTByioT ynaydmenuioo KX ©u cuMnTomMaTuiru
3a60IeBaHusAd.

BepeMeHHOCTh, POALI, 3aMeCTHTEJIbHAsi TOPMOHOTepalus B
MMOCTMEHOIIay3€ CBSI3aHBl C IIOBBLIIIEHHBIMM PUCKOM YXYOIIEHUS
TedyeHHusa 3a00JIeBaHUSI U CMEPTHOCTH.

B cooTtBeTcTBUU C MHeHHMEM 3KcrnepToB BO3, pekoMeHOalnusaMu
EBpomneiickoro obO1IecTBa KapauoJjoTroB 0epeMeHHOCTh
MIPOTHUBONOKa3aHa O0onbHEIM JII', TaK KaK MaTePUHCKAas CMEPTHOCTH
coctaBimsier 30—50% [9, 33]. Bcem mammentkam c¢ JIT
PEenpOOyKTUBHOTO  BO3pacTa HOOJXKHBI  OBITb PEKOMEHIOBAHBI
COOTBETCTBYIOIIME METOObl KOHTpauenuuu. ¥ 6onbHbIX JIIT Hanbonee
MPenOnoYTUTEIbHO UCIIOJIb30BaHe KOHTPAIeIITUBOB, HE COmepKalIuxX
9CTpOTeH, OapbepHBIX METOOOB KOHTpPALEIIlnH, IIPOBeIeHue
XUPYPTUYECKON CTepuamlalnuu. [Ipu oOlleHKe Mep KOHTpaleIllnu
BaXXHO ITOOYEPKHYTh, YTO OapbepHble MeTOmbl Oe30macHBl, HO He
obecneuynBalOT HaJeXXHOT0 KOHTPAIlenNTUBHOTO 3¢ dekTa. IIpemapaTsr
mporectepoHa (MeOpPOKCHUIIPOTeCTEpOHA alleTaT, 3TOHOreCTpen)
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3¢ deKTUBHB U 0e30IacHBl B CBSI3U C OTCYTCTBUEM IIOTEHLMAJILHOTO
PHCKa, CBSI3aHHOTO C IIPUMEHEHUEM 3CTPOTEHOB, KOTOPHIE paHee
IPUMEHSAIUCH B IEPOpPaJbHEIX KOHTpAllelTUBaxX. B 3Ha4YUTEILHOM
4HCclle  UCCIeJoBaHMM He  yOajJoCh  BBIABUTH  B3aWMOCBS3U
KWCIIOJIb30BaHUS II€pOpabHBIX KOHTPALIEIITUBOB U BO3HUKHOBEHUEM
JIT. Bo3eH- TaH MOXKeT CHUXaThb 3(GEKTUBHOCThL II€pPOpPaIbHBIX
KOHTpalentuBoB [9]. [Insa mocTuXKeHMS HamexXkHoro addexra
enecoobpa3Ho codeTaTh [ABa MeToda KOHTpalenuu. BO3MOXKHO
TaKXXe IpUMEHeHNWe UWHTpaBaruvHaJbHEIX IIpenapaTtoB. B ciydae
OepeMeHHOCTH OOnbHAs AOJIKHA OBITH HpemyIpekIeHa O BHICOKOM
PUCKe CMepTU U He0OXOOUMOCTH IIpephIBaHUSI 0€PEMEHHOCTH.

3amMecTUTeNbHAsA TOPMOHaIbHAs Tepalus IToKa3aHa HaldeHTKaM C
JI' B mocTMeHoNIay3e JIWIIb IIPU BEIPAXKEHHEIX KJIMMaKTepU4YeCKUX
CUMIITOMax U 00s3aTeIbHO IPU YCJIIOBUM HOOCTUXKEHUS aJeKBaTHOMU
TUMOKOATyIsIIIUM C IoA0OpOM afeKBaTHOM aHTHUKOATYJISHTHOMU
Tepanuu.

IIyremecTrBusi. [unokcus ycyry0ssieT Ba30KOHCTPUKIUio nipu JIT,
II03TOMY BO BpeMs IOJIETOB Ha aBuaTpaHcCIopTe Ajist O6ompHBIX JIT
Heo6xoauMo 00CyKaaTh BO3MOXKHOCTh IIPOBEAEHUS AOMOTHUTEILHOM
Kucmaopopotepanuu [9]. [Jo HacTosIIero BpeMeHM He ITPOBOOUIINCH
KIITMHUYECKUE MCCIIeqOBaHMus, KOTOphle ObI JOKa3ajil HeOOXOOUMOCTh
OOTIOJTHUTENbHOM OK- cureHorepanuu OombHBIM JII' BO Bpems
aBuamepeneToB. TeopeTuyecKu, ucCXoOs u3 (PU3HUOJIOrUYECKUX
aCIIeKTOB TMIOKCHUHU, MOXKHO IIpeArosiaraTh, YTO OHa Iernecoobpa3Ha
y 6onbHBIX ¢ III—IV ®K mpu mapumaabHOM OaBJIEHUM KHCIOpoda B
aprepuasnbHoOi KpoBu MeHee 8 Klla (60 mMm pt.cT.). CKOPOCTE 2 JI/MUH
OOCTaTOYHA [/ TIOBBIIMIEHUS [OaBJIEeHUS KUCJIOpOda OO0 YPOBHH,
COOTBETCTBYIOLIETO TAKOBOMY Ha YpPOBHe MOpsA. TakuM OOJIbHBLIM
OKCUTEeHOTepanus HeoOxoguMa MpPH IToneTax Ha BeicoTe 6omee 1500
—2000 M. Bcem nmamueHTaM, COBEPILAOIIUM aBUaNepeeTs B Apyrue
CTpaHBl, BaXXHO PEKOMEHAOBaTh HMETb IIpuU cebe MeOUuLMNHCKUE
OOKYMEHTHI O OUArHO3€e, MEeCTOHAXOXKOEeHUM OJIUKAaUIIero MeCTHOTO
neHTpa JII', KOHTaKTHOU HHGOPMAIIUU C HUM.

IIcuxonorudyeckasti mnoagepzkKKa ¥ noMoiub. bonsable JIT
WUCIIBITEIBAIOT  CYIIIECTBEHHBIE  OTpaHMYeHUss B  (PU3UYECKOU
AKTUBHOCTH II0 CPAaBHEHUIO C TeM 00pa30oM KU3HU, K KOTOPOMY OHU
IIPUBBLIKIIM [0 BO3HUKHOBEHUs OoJie3Hu. HMHpoOpMAIUs O TIKECTU
3abomeBaHusi, IIONy4YeHHassT  OOJIBHBIMM W3  HEMEOUIIUHCKHUX
HCTOYHUKOB, IPUBOAUT K MOBLIIIEHHON TPEBOTE WU OEIIPECCUU, UTO
CcylieCcTBeHHO CHUXKaeT KJK Takux manueHTOB. [ UX aganTalliy B
KU3HU U 00IleCcTBe, MOHUMAHMs CBoel OOJe3HU IT0OKa3aHbl IOMOIIb
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IICUXOJIOTa MJIM IICUXMATpa, a TaKXkKe o[ AepxKKa OPYTUX MalueHTOB
U UX CEMeH.

IIpobmwrakTHKa HHPEKIHUOHHBIX 3a00/1eBaHHH. BO3HUKHOBEH
Ve THEeBMOHMU Yycyryonsier TedeHue JII, Bcerma o0O0ycCJIOBIMBaeT
HeoOXOOUMOCTh ITPOBeneHUuss OBICTPOM AUArHOCTUKU U HEeMeOJIeHHOT 0
Haudajga 3¢pdekTuBHOro jnedeHusd. Y 7% OonbHBIX JI[' THEBMOHUHU
ClIyKaT NpUYUHOM cMepTu. ClremyeT pPeKOMeHOOBaTh IallMeHTaM
BaKI[MHALMIO OT T'PUIIIA ¥ THEBMOKOKKOBOU MHMEKITUN.

Xupyprudyeckas IIOMOIb. [TpennodyTuTENLHEIM BUIOM
aHEeCTe3UO0JIOTUYECKOT 0 rocobus SIBJISIETCS sanupypanabHas
aHecTe3us, KoTopasl nepeHocuTcs 6ombHbEIMEU JIT' mydine, yeM oOias
aHecTe3usi. Heo0XomuMO OCYLIECTBJISITH IHepeBom OONBHBIX C
[IepopaJbHOM Tepaluu Ha BHYTPUBEHHOE BBeOeHUe IIpelapaTos.
XI/IpypT‘I/I‘-IeCKI/Ie BMeEIIaTeJIbCTBa CBA3AdHBEI C IIOBBIIIEHHBIM PHCKOM
o 6ompHBIX JII, ocobernno mpu PK TI'V, a Takxke B ciydae
TOpakalbHOU 1Z8) %1 abooMuHaIbHOU oneparuu. Tepanuro
QHTUKOATYJISHTaMU CJIefyeT IIpeKpallaTh Ha MaKCUMaJIbHO KOPOTKOe
BpeMsi. B mocrneomnepaiuonHoM mnepuone 6onbHbIM JII' 06s3aTenbHO
IIPOBOJAUTCS IpoduIakTuKa TPoMOO030B I'JIyOOKUX BEH I'OJIEHEN.

Konrtpons YPOBHS reMorIo0nHa. BonbHEIE JIT
BBICOKOYYBCTBUTEJILHEI K CHUXKEHUIO YPOBHS reMorjio0uHa B KPOBH,
II09TOMY [aXe HeBHIpaxkeHHasi aHeMuss TpebyeT OBICTPOro
addpekTuBHOTO NeueHusa. Y 600mbHBIX JI I' ¢ BERIpaXKeHHOM T'MIIOKCHEH,
HampuMep Ha ¢GoHe JIeTOYHO-CUCTEMHBIX IIYHTOB, BO3HUKAET
BTOPUYHLIA SPUTPOIUTO3. [Ipu ypoBHe TreMaToKpuTa Oonee 65% u
HaJIU4YUU CUMITOMOB, YKa3BIBAIOIIUX Ha IIOBHIIIEHHYIO BS3KOCTh
KpoBU (rojoBHBIe O00JM, HapylleHWe KOHIEHTpalud BHUMAaHUA),
IMOKa3aHbl KPOBOIIyCKaHM .

JIekapcTBeHHasns Tepanus. CrenyeT BHAENIUTH 2 pasgena
JIeKapCTBEeHHOM Tepanuu y OonbHEIX JII: mnoppepzkuBarmIas
(mepopanbHBIE AQHTUKOATyJISHTHL U Oe3arperaHThl, [OUYPETUKH,
cepoedyHbBle TJIMKO3UOBLI, OKCHUTeHOTepamusi) u cheuududeckas,
Bkawyatwiiags AK, mnpocTtaHoupns, aHTarOHUCTHEL pPeLeNnTOpPOB
sHpoTtenmHa (AP3J), wunHrubutopwsl docdhomuacrepa3sl 5-To TUIlla
(Mo O13-5) [9].

Ilogmep:KuBaloIasi Tepanus

AHTHUKOAry/JIstHTHI U Je3arperanrhbl. [loKka3zaHusgd K Ha3HaYEHUIO
nepopanbHbIX aHTUKOArynsaHToB (ITOAK) y 6GonbHBIX JI[' CBSI3aHHBI C
TpaguLMOHHLIMU OP pa3BUTHUS BEHO3HBIX TPOMOO3MOONUM, TaKUMU
KakK CH, MaJIOTIOABUIKHEIN o6pa3 JKU3HHU, a TakXe
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MIPEeOpPacHoIOXXKEHHOCThI0 K  TPOMOOTHYECKUM M3MEHEHUSIM B
JIETOYHEBIX COCydaX — MUMKPOIUPKYJIATOPHOM PyCJie U 3JIaCTUYEeCKUX
JIA [34, 35].

Bnaronpusitirie 3dpdexkter ITOAK y OGonmbHBIX JIIT moKa3aHB B
OOHOLIEHTPOBHLIX PETPOCIEKTUBHLIX UCCIIENOBaHUSIX ¥ 60mbHBIX UJIT 1
JIAT' BcrenmcTBUe IIpUeMa aHOPEKTUKOB. B HacToslllee BpeMs HX
Ha3HauyeHWe TIoKa3aHo OonbHBIM WJIT, Hacnegyemon JIAT,
accoummpoBaHHou JIAT' Ha ¢oHe mpumeMa aHOPEKTUKOB. LleneBou
YPOBEHb MEIKIOYHApPOOHOTO HOpManu3oBaHHOTro oTHolueHus (MHO)
npu HUJIT' coctaBnser 1,5—2,5. Ilpu mpyrux ¢opmax JII' pemerue o
HasHaueHuun [IOAK [monmKHO B KaXAOM Cliydae IIPUHUMATHCH
WHOUBUOYaATbHO Ha OCHOBAHWU OIIEHKW COOTHOIIEHWS pPHCKa U
9¢hGHeKTUBHOCTU. B yacTHOCTH, Y OOIBbHBIX ITOPTOJIETOYHOM JII' BHICOK
PHCK pa3BUTHSA KPOBOTEYEHUS U3 PaCIIMPEHHEBIX BeH nuinesona [ 1].

IMpu XTOJIT" uenesrie ypoBHu MHO Ha ¢oHe Tepanuum BaphapruHOM
coctaBnsior 2,5—3,5. B 2013 r. pnsa neyeHus OOIbHBEIX I3TOHU
KaTeropum peKOMeHOOBaHa Tepanusd aHTUKOaryIdHTOM IIPAMOTO
OEeUCTBUSI — NPSIMbIM MHTUOMTOpOM (pakKTOopa Xa puBapokcabaHOM B
mo3e 15 wumm 20 wmr. IIpoBOOUTE MOHUTOPHUHT IIapaMeTpOB
CBEPTHIBAHUSI KPOBU He TpebyeTcs.

B kauecTBe anmbTepHaTHBH BapdhapuHy y psapja naumeHToB ¢ JII' ¢
MOBBHIIIEHHBIM PHUCKOM KPOBOTEYEHUU MU HE IEPEHOCHAIINX I3TOT
nmpemapaT PEKOMEHOOBaHO HUCIIONb30BaTh HU3KOMOJIEKYJISAPHEIE
rerapuHHL. Haub6onee OOCTYIHBIMU HU3KOMOJIEKYJIIPHBEIMU
remapuHaMu ABASI0TCS Hapg OmapuH M 9HOK- calapuH. B TeueHue 1-
To Mecslla Tepalnuu NPUMEHSAI0TCA OO03H HamomapuHa 15 000 UAXa
IC 2 pa3a B OeHb WM 9HOKCaA- mapuHa 1 mMr Ha 1 Kr Macche Tena 2
pasa B feHb, B IOCIeAylIIeM — MeHbIINe TPOoPUITaKTUIeCKIe OO35:
HapmonapuH 7500 UAXa IC 1—2 pa3a B OeHb U 3HOKcanapud 20—40
mr 1—2 pasa B mensn [1,14].

Ha3HaueHue [pe3arperaiToB BO3MOXKHO Yy OonbHEIX JIAT C
MOJIOKUTEIbHOM  NmpoOOM Ha  pPEeakTUBHOCTb  COCYOOB, IIpHU
HenepeHocumoctu — [IOAK [1]. TIpuMeHeHHe alleTHUICATUIIUIOBOU
kuciioTel (ACK) B mo3e 75—150 MI He COIIPSIKEHO ¢ HEe0OXOAMMOCThIO
nmabopaTOPHOTO  KOHTPOJIsA. [IpedmoyTUTENIbHO  MCIOJIb30BaHUE
cuenmanbHeix ¢opm ACK, dYTO CBOOUT K MUHHMYMY PHUCK
VIIBIIEPOTE€HHOT0 3¢ deKTa.

OuypeTtuku. MoYeroHHBIEe IIpemapaThl II03BONSIOT VIIYyYIIUTH
KIIMHUYECKOe cocTosiHue O0o0mbHBIX JIAT 1 PEeKOMEHOYIOTCSI BO BCEX
ciaydassx pa3Butusa pexkomneHcaumu I12K  [1,14]. OrtcyrcTBue
PaHOOMM3UPOBAHHBEIX HCCJIEOOBAaHUM OCTaBJISAET 3a KJIMHULUCTAMU
IIPaBO BhIOOpPa KOHKPETHOTO MHpemapaTa X HO3bl. 103kl OUYPETUKOB
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OOJIKHBI aKKypaTHO monOupaThCsi BO m30ekKaHWEe PE3KOr0 CHUKEHUS
OLIK u AJll. IIpuMeHSAIOTCSA IEeTNIeBble OUypeTuku: ¢pypocemun 20—
120 mr/cyT, stakpu- HoBasg Kuciaora 50—100 Mmr/cyT, TopaceMmum 5—
20 wmr/cytr. llenecoo6pa3HO IIPUCOEOVWHEHHWE  AHTArOHUCTOB
anBOocTepoHa: BepomnupoH 25—150 mr, smnepesHoH 20Mr. Bo Bcex
cnydasgx  Ha3HAYeHUs  OUYPETUKOB  HeoOXOOMMO  TIIATeJIbHO
KOHTPOJIMPOBATh YPOBHU 3JIEKTPOJIMTOB KPOBM, a TaKiKe COCTOSHUE
pyHKINY TOYEK.

OxcureHnorepanusi. Huskoe HachIlleHWEe BEHO3HOU KPOBU
KucmopogoM y OompHBIX JIATT cBsg3aHo c¢ Hu3kum CB mpwu
HEe3HAYMTEJIbHOM  HapylleHHWeM BeHTUISALMOHHO-TIeP(Y3UOHHOTO
COOTHOIIEHUs:. Y OonbIIMHCTBA ImamueHToB c JIATT wumMmeercs
He3HauuTeJibHasi  apTepuajibHasd TUOOKCUSA B  1okoe  [36].
Hcxkmiouenne coctaBnsaioT naumeHTh ¢ JIAT Ha ¢poxe BIIC, y KOTOPHBIX
BCIEICTBHE IIIYHTUPOBAaHUS KPOBU CIIpaBa HaJIeBO pa3BHUBaEeTCH
pedpakTepHas K KMCIOPOAOTEPANUN TUNOKCeEMUS. [[OTOTHUTENbHAS
OKCUTEeHOTepanus B HOUYHBLIE YaChl He BIMSET Ha TeueHHe CHHOpoOMa
Ou3eHMeEHTepa.

OkcureHoTtepanus pekomenayetrcs 6ombHBEIM JIT' Ha done XOBIJI, y
KOTOPBIX HEOoOXOOWMO [OCTHUXKEHHE IapIUajdbHOTO  [IaBJIEHUS
KHCJIOPOMa B apTepuaabHOl KpoBu 00jiee 8 KITA Ha ONPOTAXKEHUU He
MeHee 15 4 B cyTKu. BaXKHO IOCTOSHHO TOAOEP>KMBaTh HaCHIIIIEeHUE
KPOBM KHCJIOpomoM Ha YypoBHe 90% wu Bheime. B aMOymaTOpHBIX
YCIIOBUSX  OKCHUTEHOTepamnusi HeobXoguMa OIS  yIy4YIIeHUS
KJIMHUYECKOW CHMIITOMAaTUKM, KOPpPEeKIUHu [ecaTypaluu [OpHU
(pusmyeckoy Harpy3Ke.

CepaoeuyHble I'THKO3UIbI H HHOTPOIIHBbIE NMpenapaTrbl. CHUXEH
ve COKpaTuTenbHOM cmocoOHocTu II2K — ommH u3 BaXKXKHEUIHNX
MeXaHu3MOB IporpeccupoBaduss CH y 6ombHbIX JII', 4TO ompemenser
IMOKa3aHMWs K Ha3HAYEeHMWI0 CephaedyHbXx Triamko3umoB [1, 37].
KpaTkoBpeMeHHOe BHYTPUBEHHOE Ha3HAYEeHUEe TUTOKCHUHA Y OOJIbHBIX
UJir BBI3BIBAET HEKOTOpoe IIOBHIIIEHUE CB, a TaK¥Xke
CONIPOBOXKIOaeTcs CYIIlECTBEHHBLIM YMEHbBIIIEHUEM YPOBHS
HOpagpeHalnHa B KpoBU. [laHHBIE O pe3yabTaTax [dJIUTEIBHOIO
neuyeHus 60mbHBIX JII' cepaeyHbIMU TTUKO3UIaMU IT0OKA OTCYTCTBYIOT.
IOurokcun B po3e 0,25 Mr/cyT MoxeT OBITh PEKOMEHIOOBAH IS
ypexkeHusi  KenymoYyKOBOTrO pPUTMa NOPH  HaAXeTyJd0YKOBHIX
TaxuapUTMUSIX.

[obyrtamun y 6onbHBIX JII' Mcnonb3yeTcs JNUIIL B TepPMHUHAbHOU
ctamuu 3aboyieBaHUS U B pPSAOe CIydaeB II03BOJIIET MOOCTUYb
CTabUIM3aIluyd COCTOSTHUS
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Cnenmuduueckasi Tepanus

AK. BazokoHCTpUKTHUBHASA Teopus maTtoreHes3a JII' 6asupyercs Ha
MPUCYTCTBUU TuiepTpoduu memnm B JIA u aprepumonax, a TakKXe
cunxkennu JICC mnpum npuMeHeHWM BasomumiataTtopoB [38, 39].
O4eBUOHO TOJBKO Y Majoro 4wmciia 0onbHBEIX JI I' Ipu mpuMeHeHUUn
Ba30aMIaTaTOPOB, B YacTHOCTHM AK, MOXKHO OOCTHUYb KIMHHYECKU
3HauuMoro cHuxenus [IJIA [14,40].

BrnaronpusiTHEle KIMHHYECKHE W IporHoctudeckue 3¢ddhekTh AK,
IIPUMEHSIEMBIX B BBICOKMX H03ax y OonbHBEIX JII' ¢ IMOIOXKUTEIbHOU
ocTpou mpoOOoM, IIOKa3aHbl B OOHOIEHTPOBEIX HEKOHTPOIUPYEMBIX
HUccrenoBaHusax. K 4ynciy peKOMeHOOBaHHEIX B HacTosllee BpemMsa AK
OTHOCSATCS HUGEeOUnuH u guntuasem [1,9].

Bri0op B mOIb3y OOHOTO M3 HUX ONPEHesIsseTCs UCXOOHOM 4aCTOTOU
cepoeuHbix cokpamenuii (HCC). [Namuertam ¢ YCC B mOoKoe MeHee
80 yo/MUH cienyet PEKOMEeHI0BaTh HUbpenunuH B
ITPOJIOHTUPOBAHHEIX (opMax, a Takxke AK OUTHOpPONUPUONHOBOIO
psifia TPEThEro IMOKOJIeHUsI. AMJIOOUIIMH CIIY2KUT IIpelrapaToM BeIOopa
onsa TmanueHToB JIIT ¢ ABIeHMSAMH ITpaBoXenymoukoBou CH.
CyTouHBIE [HO3Bl IIpemapaToB, [MOokKalaBmue 3(pGeKTUBHOCTD,
OOCTATOYHO BHICOKHE: Mg HudbemmnuHa — 120—240 wmr, mpns
amnopguninHa — mO0 10—15 wmr. IIpm OTHOCHUTENBHOM TaxWKapOuHu
(HCC B mokoe Oomee 80 ymo/MumH) clegyeT OTOATh IIPEOIIOYTEHHE
ountualemy B mose 240-720 mr (Tadia. 35).

Io3el mmpemapaTa HeoOXOoOuMO IoO0HpaTh IIOCTENEHHO B TEeYEeHHEe
HECKOJILKUX Helellb 0O MaKCUMalIbHO IePEeHOCHUMEIX.

Tabanua 5. Buibop AK npu AT

CyTouHas 1033, MT/CyT

npu CIUIA<50  npu CIUIA 50—  mpu CIUTA>100

MM PT.CT. 100 MM pT.CT. MM PT.CT.
Hudenunus (MponoHrupoBaHHbE GOPMBI) 20—40 40—60 80—120 120—180
AMIOIUIHH 2,55 10 12,5 15
Jlamaunun 2—4 4 4—8 8
HWcpanunun 2,5-5 7,5—10 10—12,5 12,515
Jlwntuasem 30—60 120—180 180—240 240—360

HavanwHas nosa,

[Tpenapat Mr/cyT

WHorma cucteMHass TUIOTOHHS, OTEKM TOJIEHEed U  CTon
NPENSATCTBYIOT YBEJIMYEHUIO TO3EL.

BaxHo noguepkHyTh, 4TO Tepamnus AK [moiHa HayWHATLCSA IO
CTPOTUM Te€MOAWHAMHUYECKHUM KOHTPOJIEeM TOJIbKO OombHBIM JIAT,
OTBEYaWIUM Ha IIPUMeHEeHHe Ba30guIaTaTOPOB B OCTpPOM mpobe.

Tepanus AK mokasana manuentam ¢ CHU 6onee 2,1 n/MuH/M? u/unu
HACHIIIIEHNEM BEHO3HOM KPOBU KHCIOpomoM OGonee 63%, u/umm IIIIT
mMeHee 10 MM pPT.CT. U C MOJOKUTENIBHBIM OTBETOM Ha OCTPOE
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npuMeHeHHe BaslogunaTtatopa [1, 14]. TlamueHTH, HaAWUIYYUIAM
obpa3oM pearupymoiue Ha HalHadyeHue AK, Kak OpaBujo,
memoHcTpupyloT cuuxeHue [JIA u JICC mo 50% oT “UCXOJHOT 0, 4acTo
IO HOPMEI.

YV mnammentoB ¢ CHU ©Oomee 2,1 J'I/MI/IH/M2 U/UIN HaCHIIeHHeM
BEHO3HOM KpoBU Kucjiopomom 6omee 63%, u/unu [OIII1 meHee 10 MM
PT.CT. U C OTpUIATENIbHOM OCTpPOM mnpoboM ycmex Ha3HAYEHUS
Ba3ogujiaTaTopa MaJIOBEPOSITEH U MOXKET BhI3BaTh ITOOOYHEBIE
3 PeKTHL.

I[Ipu CHU menee 2,1 J'I/MI/IH/M2 /UM HaACHIIIIEHHEM BEHO3HON KPOBU
KucjopogoMm MeHee 63%, u/unm [IIIT 6omee 10 mm prt.ct. AK
abCOITIOTHO ITPOTUBOIIOKA3aHEI.

Tonmbko 10—20% 6o0mpHBIX JIAT UMEIOT IOJIOXKUTENbHYIO IPoOy C
BazoguiaTaTopoM, K3 HuX Jnumb y 50% yHmaeTcda moamepkKaThb
KJIMHUKO-TeMOOUHaMU4eCKUM 9GEKT IIPU AJIUTEIbHOM IIPUMEHEHUU
AK. Ocoboe BHHMaHHE CJIeOgyeT VIOensTh KOHTPOJI  3a
CcTaObUIBHOCTREIO mocTturaemoro sddekta. Y OompHBIX ¢ WJII' mpu
IIOJIOKHUTEJIPHOM OCTpPo#M 1mpobe coycTta 3—4 MeC IIOCTOSTHHOU
Tepanuu AK peKoMeHyeTCcs o6s13aTeNnbHOE IpoBeneHue
KOHTPOJILHOM KaTeTepU3alluM IIpaBhIX OTHOEJIOB Cepphlla AJis OLeHKHU
apdekTrnBHOCTH ™M 06€30IaCHOCTH Tepanuu. [Ipu HeameKBAaTHOM
oTBeTe — OTcyTcTBHe gmoctuxeHusas [ wumu II OK (BO3),
CYIIECTBEHHOI0 YIy4YIlIeHUsI TIeMOOUHaMH4YeCKHUX IIoKa3aTeled —
OOoJKHa O0O0CyXKIOaTbCs KOppekius Tepanuu. HasHauenue AK 06e3
npoBegenuss O®IT mnu orpunatenbHo OO®II ¥peBaTO pa3BUTHEM
TIXKENbIX  M000YHBIX  3(G(EeKTOB —  TUIOTOHHH, CHHKOIIE,
npaBoxenynoukosou CII.

Y 6onpHBIX JIAT Ha ¢doHe [3CT TecThl Ha peakKTHUBHOCTb COCYHOB
YacTO He TO03BOJIAIOT YCTAHOBUThH BO3MOXKHYIO 3(PpDEeKTUBHOCTD
onuTenbHOM Tepanuum AK, a BBICOKME [O3Bl IIOCJIEOHUX IIJIOXO
nepeHocsaTcs. bnaronpusitibie 2QGeKTH OIuTenbHOM Tepanuu AK B
BBICOKHMX M03aX IIoKa3aHbl metaMm ¢ UJIT [9].

IIpocrarnangunasl (IIT). IlpemapaTel 9STOM NOEPCIEKTHUBHOU
TPYIIIHI, TTOMHMO Ba30OUJIaTUPYIOLIETO, OKa3bIBaIOT
aHTHArperalumMoHHOoe U aHTunponudepatuBHoe perctBue. IIIT —
TpyIia TUIUOHBIX COEOUHEHUNW YHUKAbHOM CTPYKTYPHI, 00pa3yeMbIx
U3 eOUHOTr0o cyOCcTpaTa apaxuOOHOBOM KUCIOTHL. B ¢pu3nomoruyeckux
ycnoBusx III' sABASIOTCA MeguaTOpaMHd MHOTUX OHOJIOTUYECKUX
(byHKIIMI, B TOM YHCJIe Y4aCTBYIOT B PETYJISLIMU COCYOUCTOTO TOHYyCa
[41].

e, — COCYIOPaCIIUPS IO I1r, 006 IagaronIui

aHTHarperammoOHHBIM W aHTH HpOHH(bepaTHBHLIM CBOUCTBaMM. ITO
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nepBeii  III', KOTOpBIM oOKazlancd 39(PPeKTUBHLEIM IpPU JI€YEeHUU
6onmpHBIX JII' [1, 14]. Bnaromapsi oO4YeHb KOPOTKOMY IIEPUOOY
nojyBeIBemeHus: (3—5 MHMH) BO3MOXKEH OBICTPHIM IOAO0P AO3HI [0
MaKCHUMaJIbHOM, U IpU HeoOXOOWMOCTHM — IIOYTH MOMEHTalbHas
OCTaHOBKa pOelcTBusA Iipenaparta. Iloutm 90%  1mipenaparta
WHAKTUBUPYETCA B JIETKUX, O3TOMYy IIPU BHYTPUBEHHOM BBEOEHUU
ero TmocCTymJjieHue B OONbIIOM KpPyr KpoBooOpallleHUs KpaiHe
HEe3HAYMTEeJIbHO, BCIEOCTBHE Yero He OTMeYaeTCsd BhEIPaXXeHHOU
CHUCTEMHOU TUIIOTOHUHU.

AnTuarperanmuoHHBIU 3¢GdeKT genaeT [IT'E, mpuBmekaTelbHBIM C
y4eTOM BHIpaKE€HHBIX HapYUIEHUUW B CUCTEMEe remMocTras3a y OOJIbHBIX
JIT'. HamnbGonee mpueMiieMa CXeMa TEPaAlHMW C HOMOIIBI0 HEeOOIILIIOHN
mo3el 5—10 Hr/kr/muH. [IpenmapaT BOOWUTCS BHYTPUBEHHO KalleIbHO
co ckopocThio 5—30 Hr/kr/mMuH. KypcoBoe nedeHHe IIpenapaToM B
cyTtouHou mo3e 60—80 MKr B TeyeHue 2—3 He[n clieQyeT IPOBOOUTH
Ha ¢oHe gmutenbHOM Tepanuu AK. Bo3aMoxkHble T0O0YHBIE 3(DDEKTEH
— TUIIOTOHUS, TUIEPEeMUS NUIla, TOJOBHBIE 6o0mu, 6onu B o6JacTu
cepOlla HeONpeaeleHHOTO XapakTepa, OOlIM B JKWBOTE, TOIIHOTA,
ouapes.

ITpocranukiauH (npocrarnasand [)) — MOLIHBIA 9HOTEHHbIN

Ba30[UJIaTATOP C IEJIbIM CIIEKTPOM MOOIOMHUTENbHBIX 3PPEeKTOB —
aHTHUarperaluoHHbIM, aHTumnponudepa- TUBHBIM u
IIUTONPOTEKTUBHEIM, KOTOPHIE HAIlpPaBJIeHH Ha IIpefoTBpalleHue
peMOOeupPOBaHUs JIETOYHBIX COCYAOB: YMEHBIIIEHNE IOBPEXOEeHUS
9HAOTEJNINAJIbHBIX KJIeTOK U runepkoarynsuuu [42,43]. ¥V 6onbabix JIT
pa3nuyHoOu 9THUOJIOTUM  OOKa3aHO  HapyIIeHue  MIPOAYKLUU
IIPOCTAIIUKIINHA, O YeM CBUAETEJIbCTBYET CHUXKEHUE 3KCIPEeCCUUu
IIpOCTanu- KJIWMHCHUHTA3bl B JIA, yMeHbBIIEHHEe 3KCKpeluu
MeTabO0IUTOB IIPOCTAIUKINHA C MOYOM. DTO CIyKUT 0O0CHOBaHUEM
OJIsI MCIIOJIb30BaHUS NPOCTAIMKIIMHA KW €r0 aHaJIoroB OJIS JIeUeHUs
nanueHToB ¢ JII, XOTd A0 CUX IIOP HE yCTAHOBJIEHO, SIBJISETCS JIU
HapylleHne MPONYKUMU MPOCTAUUKIINHA TPUYUHON UJIU CJIENCTBUEM
JIT.

B mocnepgHme ropmbl MpUMeHeHUHEe MPOCTALMKIIMHA B KJIMHUYECKOH
IIPaKTUKE PACIIMPUIOCh 3a CUET CO3[aHUs er0 CTaOUIBHBIX aHAJIOTOB
C pa3nuyHBIMH (apMaKOKMHETUYECKUMU OCOOEHHOCTSIMHU, HO
Ka4yeCTBEHHO CXOOHBIMH (apMakKOOMHAMHUUYECKUMHM CBOMCTBaMu [1,
9,44].

MnonpocT — X¥UMHYeCKU CTaOUIbHBIM aHaJIOT IPOCTAlMKIINHA A1
BHYTPUBEHHOIO0 IIPMMEHEHHSI, Ha3Ha4YeHUS BHYTPb B a3pPO30JIbLHOU
dbopme mnsa mHransmuii. ITocnenusisi ¢opma obecrneduBaeT OOJIBIIYIO
CENIeKTUBHOCTh IIpernapaTa B OTHOIIEHUM JIETOYHOW LUPKYyIAIuu. B
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Halllell CTpaHe WHTAJAIAOHHBIA UJIONPOCT — €OWHCTBEHHBLIM aHaJIoT
IPOCTalMKIINHA, PEKOMEHIOBAHHEBIN [OJI JIEYEeHUS CPEOHETSIKEJIONU U
Taxenou dopm JIT': UJIT', Hacnenyemoit JIAT, JIAT Bcnemcteue [13CT,
JIAT Ha ¢oHe nmpueMa IeKapCTBEHHLIX ITPernapaToB, HeonepabeTbHBIX
dopm XTIJIT [9, 45].

9bdeKTUBHOCTE HUIIOIPOCTa OlleHWBajaCch B PaHOOMU3WPOBAHHOM
1anebo-KoHTponupyeMoM uccienoBanum AIR-1 y 6ompHBIX JIAT 1
XTOJII'. TToBTOpHBEIE UHTANALIMKM B TeUeHHE OHS IIPOBOOUINCH 6—9
pa3 mo 2,5—5 MKr Ha uHrananuio (B cpegHeM mo 30 Mikr/cyT). Ilpu
HCIOJIb30BaHUM OOBIYHBEIX HeOyJ1al3epoB [OJIUTEILHOCTh WHTaSAIUU
cocTtaBnsieT 15 MUH, IpUMeHEHUE YJIbTPa3BYKOBLIX HeOylai3epoB
MMO3BOJIIET YMEHBIIUTL BPEMSA HUHTandmuu po 5 MumH. WmompocTt
yiaydllaa  KJIMHUYECKYH  CHUMITOMAaTHUKY, TOJIEPAHTHOCTh K
¢pusmyeckum Harpys3kaMm, Bnusan Ha JICC, 4YacTOTy KIMHUYECKUX
ucxonoB. B wuccnemoBanumu STEP y 60 OONBHBIX, IPUHUMAaBIINX
003eHTaH, II0 CpaBHeHMIO C Iulanebo pobaBlieHUWE UIIONIPOCTa
OPUBOOUIO K 3HAQUMMOMY YBeIHMUYEeHUI0 paccTtogHus B TIIX
(p<0,051). HmompoCT OTIMYAETCS XOPOIleld IIePEeHOCUMOCTHIO.
Haubonee yacTeiMu MOOOYHBIMU 3¢ deKTaMy ObIJIM IPUIUBEL U 00N
B YEJIIOCTH.

B pmnauTenbHOM HEKOHTPOJIUPYEMOM HCCliefoBaHUU 25 OOJIBHBIX
UJIT" nmeuyunucek UHTaIAMUOHHBEIM uionpoctomM 100—150 MKr/cyTt Ha
npoTsxkeHuun 1 ropma. B pesymnbraTe nedeHus paccrosHus B TIIX
YBEJIMYMIIOCH Ha 85 M, ,HJ'IACp CHU3UJIOCH B CpeJgHeM Ha 7 MM pT.CT.,

CB yBenuuuincsa Ha 0,6 J/MHuH/M2.

BayTpuBeHHasA MHQY3UsA HIOMNPOCTa CUUTAETCS COIOCTAaBHUMOMU IO
5¢p(HEeKTUBHOCTU C SIOMNPOCTEHOJIOM, UYTO IIOKa3aHO B Cepuu
HebombIux wuccnepgoBanuit 1npu JIATL, XTOJI[. OueBUOHBIMU
IPenMYyIIeCTBaMH BHYTPUBEHHOTO UJIOTIPOCTa SIBISIIOTCS
CTaOUJIPHOCTh IIPM KOMHATHOMW TeMIlepaType U  OTCYTCTBHUE
morpebHOCTH B oxjaxpgeHwu. OmHAKO B Halllell cTpaHe 3Ta GopMa
npernapara Ojs nedenus JII' He 3apeructpupoBaHa [1].

API. 3JOT-1 — mnmenTung SHOOTEIHAIBHOTO IIPOMCXOXKOEHUS,
XapaKTepHU3YIOUIUNCSA MOITHLIM Ba30KOHCTPUKTOPHBIM ¥ MUTOTE€HHBIM
cBouicTBaMu B oTHoIneHuu ['MK. 9T-1 cBa3bIBaeTCsa C penenTtopaMmu 2
TumnoB — Tutma A (3TA), nokanusyromumucs Ha MK, u tumna B (3TB),
JIOKanU3yIoMUMUc Ha sHpoTenuoinmrtax u I'MK [1, 17]. AkTuBauus
peuentopoB OTA u OTB Ha I'MK BrI3BIBaeT Ba30KOHCTPUKTOPHEIN U
MUTOTEHHBIN 3¢ deKTh. CTUMyIAus penentopoB OTB cmoco6cTByeT
BeIBefleHUI0 JOT-1 M3 jIerkux, yBeJlIu4eHUI0 NIPONYKINU OKCHUIA a30Ta
¥ BBICBOOOXKIEHUIO IIPOCTAlMKIWHA. McciemoBaHUS SKCIPECCUU
9T-1 B neroyHou TKaHHU IMOATBEPXKOAIOT €ro Pojib B mmatoreHese JIT,
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OJHAKO He YCTaHOBJIEHO, SABJISETCS JIM MOBHIIIeHHAasA npomyKuus 9T-1
npuyuHOU unu cnencrtBueM JII'. AKTUBanmsg CUCTEMBI 3HOOTEIWHA Yy
6onmpHBIX JII' cnmykuT  0OOCHOBAaHMEM  [OJII  MCIIOJIb30BaHUS
QHTArOHMUCTOB PELENITOPOB K SHAOTENUHY, OJIOKUPYIOUINX PELEeIITOPEH
9TA unu ogHOBpeMeHHO 00a Tuma peuentopoB — 3TA u 9TB.

Bbo3eHTaH — HOepBHIM Opelapar U3 Kiaacca APD HeCelneKTHBHOTO
OEeNCTBUA, OJIOKUPYIOIITU I PEeLenToOpPH o6oux TUIIOB. B
pPaHOOMM3UPOBAHHBEIX WCCledoBaHusaXx y OombpHBIX JI[T mpemapat
MIPOJEMOHCTPUPOBAN CIIOCOOHOCTh YAyYIlaTh TOJEPAHTHOCTb K
pusmyeckum Harpy3kaw, QK, reMogvHaMU4YeCKUe u
5XOKapauorpaduiyeckue TMapaMeTphl, VBeJIWYUBAThL II€PUOH OO
pa3BuUTHUA KJIWHUYECKOTO yXyAuleHus. B HacTodmee BpeMd
a¢bdeKTUBHOCTh O03eHTaHa MokKal3aHa y 6ombHbEIX WUJIT, JIAT Ha doHe
HO3CT, cuHgpomMe OJli3eHMeHrepa B 5 PaHOOMHU3NUPOBAHHBIX
uccjaemoBaHusx (mujaoTHoe  ucciaenmoBaHue 351, BREATHE-1,
BREATHE-2, BREATHE-5, EARLY) [9, 46, 47].

B wuccnepmoBanmu BREATHE-1 mauuentsl ¢ UJIT u JII' Ha ¢oHe
H3CT parmomMusupoBaHbl B cooTHomeHun 1:1:1 gnga nonydenus 62,5
Mr 6o3eHTaHa uiau Inanebo 2 pa3a B OeHb B TeueHHe 4 He[l, 3aTeM
cooTBeTCTBeHHO 125 unu 250 Mr 2 pa3a B OeHb B TedeHue 12 Heq.
[Ilpu mnpumMeHeHuum Oo3eHTaHa B 00eux TpyHdIax OTMeYanaoCh
CyLIeCTBEHHOEe  yJIydllleHHe TreMOOUHaMHU4YeCKUX  IapaMeTpoB,
paccrosguug B THIX, KIWMHWYECKUX UCXO0OOB, KOTOpPOE O0Ka3aloCh
0osiee BbIpaXkKeHHBIM IIpu Ao3e 250 Mr 2 pas3a B JeHb y OOJIbHBIX C
UIIT (+54 m +35 M COOTBETCTBEHHO B TpyIIax OOIbHHIM,
npuHUMaBIIMX 250 Mr 2 pa3a u 125 Mmr 2 pa3za). bosiee BeIpaXXeHHBIN
abdekT Habmomancs y OGombHBIX WUJIIT MO cpaBHEHUIO C TPYIIION
O3CT (+46 u +3 M COOTBETCTBEHHO). [IOBEIIIIEHE TOJIEPAHTHOCTHU K
Harpy3KaM COXPaHSIIOCh y OONBHBIX NPU JIEUEHUM Ha ITPOTIXKEHUU

6onee 1 roj|a  u aCCOLMUPOBATIOCH o yIay4duieHueM
reMOOMHAMUUYEeCKUX ImapamMeTpoB u OK.
Ha OCHOBAHUM pe3yIbTaToB 2 3aBEPIINBIINXCS

PaHEOIOMU3KMPOBAHHEIX UCCIEOOBaHUY, B KOTOPHEIE BKIIOYAIUCh TOJIBKO
6ompHBIe ¢ II ®K unu cuHOpOMOM OW3eHMeEHTrepa, IIperapaTr B
HacCTosIee BpeMs PeKOMeHIoBaH s 00mbHEIX ¢ [IOK u npu JIAT Ha
¢done Bpoxpenubrx CJIIII u cuHOpome JiizeHMeHTrepa. HauanbHas
no3a 6o3eHTaHa cocTaBisieT 62,5 Mr 2 pa3a B cyTku. Cnyctsa 4 Hep
mo3a HeoOXoauMOo YBENMUYUTh 0o 125 Mr 2 pasa B cyTku [9].

Y meteit mo3a 6Go3eHTaHa momOMpaeTCs B 3aBUCUMOCTH OT MAacCChI
Tesa. B OTKPBITOM HEKOHTPOIUPYEMOM HcCcIenoBanuu y geten ¢ JIAT
B Bo3pacte 4—17 net (BREATHE-3) ynyulmeHue reMoguHaMUYeCKUX
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rnapaMeTpoB HabOmomanock K 12-i Hepesie jedyeHus1 003€eHTAHOM B
BUJEe MOHOTEpAUU WU B KOMOMHAIIUU C 3TIOIPOCTEHOJIOM.

[NoBhIlIEHME YPOBHSA TpaHCaAMMWHA3 OTMedaeTcsa npumepHo y 10%
OOJILHBIX B 3aBUCUMOCTHU OT A03Bl U 06PAaTUMO IIOCJIE €€ YMEHBIIEHUS
WX OTMEHHBl IipenapaTta. Hawubojiee BepPOATHBIM MeEXaHU3MOM
melicTBus 003eHTaHa Ha YPOBEHb NMEYEHOUYHBIX (DEPMEHTOB SIBJISAETCS
3aBUCHUMas OT [OO3b KOHKYPEHIIUS C JKEIYHBIMU COJIIMH, 4YTO
IPUBOOUT K UX 3afepKKe, OKa3blBasd Ha relaTOLUTHE UTOTOKCUYHOE
melicTBue. PeKOMeHOyeTCs eXXeMeCS4YHBIU KOHTPOIb 3a ypPOBHEM
TpaHCaMMUHa3 B KPOBU Ha poHe Tepanuu 603eHTaHOM.

PekoMmeHnyeTCs Ha3HadeHUe IpenapaTa B HadyaJIbHOU J03€ 62,5 Mr
2 pas3a B CYTKHM C IIOCIEOYIOUIUM yBeIWdYeHueM HO03bl Jo 125 mr 2
pasa B OeHb IIOJ TIIAaTEILHBEIM €XXeMeCSIYHLIM KOHTPOoJIeM (epMeHTOB
neyeHu. Y OosnpHBIX JII' 603€HTaH MOXKET BBHI3BIBATH aHEMMUIO, YTO
TpeOyeT KOHTPOJII YPOBHEMW reMorioOMHa U reMaTOKpHUTa KpPOBHU, a
TakKXe 3afJepKKy KUOKOCTU C MOSABJIEHNEM IlepudepudecKux OTEKOB.
Y KeHIIMH, NOpuMHUMAalOmMX O003eHTaH, HeoOxoguMa ameKBaTHas
KOHTpAUENIUsi C Y4eTOM BO3MOZXKHOTO TepaToreHHoro sddekra. B
Halnel cTpaHe 003eHTaH PeKOMEHOOBaH OJjIs jJedeHus: 6onbHbIX WJIT,
JIAT BcnenmcTBUEe CHUCTEMHOM CKiepoaepMuu 0e3 CyIIeCTBEHHOTO
nerouHoro ¢ubpo3a, Ipu CUHOPOMEe JDW3eHMeHTrepa.

AMOpu3eHTaH — HecynbpoHaMumHbM APD, mIpoM3BOOHOE
POIaHOEBOU KMCJIOTH, CEJIEKTUBHBLIU aHTAaTrOHUCT pelnentopoB IOTA.
[IpemapaT wucciaenoBajiy B TNUJIOTHOM U 2 PaHIOMHU3UPOBAHHBIX
uccnenosanusax ARIES-1 u ARIES-2 [1,9, 48]. V 6onpHEIX ¢ UJIT, JIT
Ha ¢one [3CT u BUY-undpekuum nokasaHa 5pHeKTUBHOCTL B BUIE
VIAy4IIeHusT KIWHWYECKOW CHUMIITOMaTHUKW, TeMOOUHaMH4YeCKUX
rmapaMeTpOB, TTOBHIIIIEHUS TONEPAHTHOCTU K Harpys3kaM, YOJINHEHUHU
BpEMEHUM OO0 Pa3BUTUSA KIUHUYECKOTO yxyOmeHus. [lo MeHblIeu
Mepe, B TedeHMe 1 roma MOCTOSHHOM Tepanuud 3TU 3PPEKTH
COXPaHSINUCH.

AMOpH3eHTaH PEKOMEHOOBaH [iIA JiedeHus OombHBIX JIATL mia
VIIydIIeHusT TePeHOCUMOCTH (HU3NYeCKOU Harpys3KHd, 3aMenJieHus
MMPOTPECCUPOBAHUSA KJIMHUYECKUX CUMIITOMOB. B KJIMHUYECKUX
HCCIIeqOBaHUAX yCTaHOBJIEHA 9 HEeKTUBHOCTD npemnaparta
npeumMmymiectBeHHo y mnanumeHTtoB WIJII, Hacnemyemou JIAT, JIAT
BciencTeue [I3CT c II—III ®K. PekoMmeHOoBaHHAS J403a COCTaABISET 5
Mr 1 pa3 B CyTKH C BO3MOXKHEIM yBenuudeHueM o 10 mr. Hacrora
HapylleHuYd QyHKIUKU IedeHU cocTaBaser oTr 0,8 mo 3%, d4to
00ycroBIUBaeT HEOOXOOUMOCTh e3KeMeCsTYHOTro KOHTpossi. Ha done
Tepanuu aMOpM3eHTAaHOM dYallle, YeM NOPU KCIOJIb30BAaHUU HOAPYTUX
AP3D BO3HUKAIOT NepudepudecKue OTEKN.
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Oxcun a3ora (II) 1 UDII-5

Okcunm azora (II) — MOIIHBIM SHOOTEHHBIM Ba30QUJIATATOD,
CEJIEKTUBHO OEeUCTBYIOIINN Ha COCYyOBI MaJoro KpyTa
KpoBooOpamenusi. NO o6Opa3yercs u3 L-apruHuHaA OPU ITOMOIITH
3aBucuMoi oT Kanbiusa NO-cuHTa3wl. dudbdyHoupys depes
anbpBeonsipHyio MemOpany, NO mnomamaer B I'MK aptepuii u
apTepuoJi, MOBHIIIIAas YPOBEHDb IIUKINYECKOr0 r'yaHO3uHMOHOMOoCchaTa
(uI'M®). Tlocnemumii 3amyCKaeT KaCKal peaklul, IPUBOOSIINX K
cHuxkeHuio Touyca I'MK cocymos. 3atem NO mocTymaeT B CUCTEMHBIN
KPOBOTOK, roe WHAKTUBUPYETCS yTeM CBSI3BIBAHU S o
OKCUTEeMOTJIOOMHOM C oOpa3oBaHHEM METreMOoriIo0WHa ¥ HUTPATOB
[1,9].

ITpu JI I' HapymaeTtcs cuaTe3 NO. B KineTKax 3HOOTeus: O0JIbHBIX
WUIJIT' 1npr UMMYHOTUCTOXUMHUYECKUX HCCJIEJOBaHUSIX BBISIBIIEHO
CHUXKEHHe O9Kcopeccuu oHOoTenuanbHou NO- cumHTazbel. Ha
ob6pazoBanme NO BIMSIOT MHOTOYHCIEHHBIE (PAKTOpPBEL. ITO
skcnpeccuss rTeHa NO-cuHTa3bl, akKTUBHOCTb NO-CHHTa3bl U
dbochomuacTepasrl, 06eCIeYnBaIOIIUX PETYISIINI0 TpoayKiuu I’ MO,
nocTcuHTeTu4Yeckoe okucienue NO. Takum oOpa3oM, OJisi JIeUEeHUS
JIT' BOBMOXKHO MCIIOIb30BaHue MHTansiuonHoro NO, cybcTpaTa Oiis
ero cuHTre3a — L-apruHuHa, a Takxe UOJ13-5.

B 80-e rogrr XX BekKa MHTaNAIMOHHBIM NO HCHOIB30BAJICS C IEJIbIO
npoBegenuss O®II mns OLIEHKM PEeaKTUBHOCTM JIETOYHBIX COCYHOB U
BBEISIBJIEHUSI OOJIBHBIX C IIOTEHIIMAJBHO TIO3UTUBHEIM 3ddeKkToM
Ba3oguaaTaTopoB. OmnucaHbl ClIy4dau OJIUTENbHOTr0 3(pPeKTUBHOTrO U
Oe3omacHOT0 IMpuMeHeHus uHransaiuid NO MakcuManbHO mo 1,5 roma
y OombHEIXx MWJII'. B cTauuMoOHApPHBIX YCIOBUAX OonbHBIM JIT'
PeKoMeHOyITCSa 2—3-HeaenbHble KYPCH HMHTransguuoHHoro NO 20—
40 ppm B TeyeHue 5—6 4 B cyTku [1].

Cunnenadma — MOIIHBEIN CEeJIEKTUBHBIN MHTHONTODP 3aBUCHUMOM OT
ul'M® dochomuasctepasnr (5-#1 THUII), HTpPegoTBpaIas aerpagalliio
ul'M®, Bri3niBaeT cHuKeHHe JICC u neperpy3ku [12K. UPI3-5 maroT
aHTUnponudepatuBHLIN 3¢ dekT [49]. Tpu ogoOPEHHEIX OJIS JIEYEHUS
9PEKTUNIbHON MHUCGYHKIIMY IIpernapara — cunmeHadun, taganadwui,
BapIeHadu BEI3BIBAIOT BEIPAXKEHHYIO OUJIaTallMI0 JIETOYHBIX COCYIOB
[50]. Makcumym merctBus mocturaetcs depe3 60, 75—90 u 40—45
MWH COOTBETCTBEHHO. B Hammel cTpaHe Ois nedeHus O0mbHBIX JIT
omoOpen mpemapat cuinmeHadwun [1]. K HacTosmeMy BpeMeHH yxXKe
HaKOILJIEHHI JaHHbIe, IEMOHCTPHUPYIOIIHE XOPOIIyI0 IEePEeHOCUMOCTD U
BBICOKYIO 3¢ ¢GeKTUBHOCTL cunmeHaduma y 6ompHBIX JIIT pasnuyHOMn
9TUOJIOTUU. B HEKOHTPOIUPYEMBIX KIMHUYECKHUX HCCIEeIOBaHUIX
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cungerHadpun npuMeHnsinca npu MUJIIT, JII', accoummpoBanuou ¢ I3CT,
BIIC, mpu XT3JII' B pa30oBeIX Ho3ax 25—75 Mr 2—3 pasa B CyTKU U
BBLI3BIBAJI yIyUIlIeHHE TeMOANHAaMUKY, TOJIEPAHTHOCTH K (GU3NYECKUM
Harpy3kam. OmnucaHbl penkue mnob6ouHble 9GGEKTH IIpernapaTta —
rojoBHasi 00JIb, 3aJI0KEHHOCTb HOCA, IIPUJIUBLI, HAPYIIEHUS 3PEHUS,
OUCIIEIICHS.

B pampomusupoBaHHoM ucciepmoBaHuu SUPER-1 y 278 60bHBIX
JIAT, mony4yaBmux cuingeHaduiaa nurtpaTt B go3ax 20, 40 u 80 mr 3
pasa B CyTKM, OTME€YaJioCh yIy4llleHNe KINHUYEeCKOU CUMIITOMATHUKH,
reMOOUHaMUKM, TOJIEPAaHTHOCTHM K (uU3WYecKHM Harpys3kam [51].
OpobpeHHass pmo3a cocraBiaser 20 mr 3 pas3a B cyTku. OpHako
CcTabunbpHBIM 3(pPeKT meueHus oTMedasncsa TOJIbKO IIPU NIPUMEHEHUU
mo3el 80 mMr 3 palda B CyTKH. B KIMHUYECKON IIPAKTHUKE YacCTo
TpebyeTcsi moBwimieHne mo3bl o 40—80 mMr 3 pasa B cyTku. B
uccnemoBannu PACES mnokasaHa 3GGeKTUBHOCThL cuifeHaduna B
COYeTaHUU C BHYTPUBEHHEIM 3MIONIPOCTEHOJNIOM [9,46].

KoMOMHHpOBaHHasI Tepausi

KombunupoBanHass Tepanusi 1pu JIAIT — OOHOBpPEMEHHOE
HUCIIOTb30BaHMe Oonee OITHOTO Kjlacca crienmupuIecKux
JIeKapCTBEHHEIX CPEOCTB [ JedyeHWs OOJIbHEIX, HampuMmep APOD B
codyeTaHUM C npoctaHoupgamu unu MOIO3-5 [1, 9, 46, 52]. Bo MmHOTHX
CIIeIMaIN3UPOBAHHLIX IEeHTpax IIo jiedeHuio JII' KoMOMHUPOBaHHAA
Tepanus SBISETCS CTaHOapTOM JIeUeHWUs, XOTS ee [OJITOCPOYHBIE
9hGHEKTUBHOCTDL U 6€30IMaCHOCTh OO0 KOHIIAa HE U3YYEHHI.

B cepuu KNIMHUYECKUX HUCCIIeOBaHUM MoKa3aHB 3Q(PEKTUBHOCTDL U
0e30MacCHOCTh PA3IMYHBEIX KoMOuHaui. B uccnegopaunu STEP-1 12-
HeleJlbHaAsI Tepanus HHTaISINOHHBIM MJIOIIPOCTOM B COYETAaHHH C
003eHTaHOM NPUBOOMUJIA K BEIPA’KEHHOMY YBEITUYEHUIO PACCTOSIHUS B
TIITX. Tlocnme MHTangIMU HUIIOIPOCTA €€ MPUPOCT COCTaBIAN +26 M
(p—0,051) [52]. ITpu npoBemgerun TIIIX mo MHTAJISAIIUU II0 CPAaBHEHUIO
c rranebo yBenudYeHHE PaCCTOSHUSA COCTaBisAino +19 M, HO OBIJIO
HEeIOCTOBEPHEIM. Yepe3 12 Heq Tepaluu UJIOMIPOCTOM HE OTMEedalioCh
KINHUYECKU 3HAYUMBIX N3MEeHeHUN reMOoOUuHaMHYeCKUX
mapaMeTpoOB, OOHAKO BpeMs [0 Pa3BUTUS KIMHUYECKOTO YXYOIIEeHUS
yJIy4IlIajoCh IO CPaBHEHUIO C TAKOBBLIM B rpyrtiIe mnanebdo (0 ucxomoB
MIPOTHUB 5 MCXOmOB B rpynne mnnauebdo). HanpoTus, ucciemoBaHUeE
COMBI, B KOTOPOM OII€EHHBAJINCh BO3MOXKHOCTH KOMOHMHMPOBAHHOU
Tepamuy HUJIOHNPOCTOM M O036HTAHOM, MOCPOYHO IIPEKpaIlleHO M3-3a
OTCYTCTBUS BIIUSHUSA Ha TOJIEPAHTHOCTH K Harpy3kKaM U BpeMeHHU OO0
Pa3BUTHSA KJIMHUYECKOTO YXYOIIEeHUS.
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BaxHO OTMETUTb OCOOEHHOCTH IIPU COBMECTHOM ITPUMEHEHUU
crienuduyeckor Oy JIAI Tepamnuu. Tak, B paMKaxX HCCIE€OOBaHUSA
EARLY U3y4aJliuCh (apMaKoOKUHETUYECKHUE B3aMMOOEUCTBUSA
0o3eHTaHa U cuiageHadwuma, KOTOPHIE SBJISIOTCS COOTBETCTBEHHO
MHTUOUTOPOM U MHAYKTOPOM H30(pepMeHTOB nutoxpoma P-450. Ilpu
COUYEeTaHHOM NPHMEHEHUM KOHIIeHTpallus cuigeHaduia CHUKAETCH,
a Oo3eHTaHa — TmoOBHIIaeTci. Ho 9TO He CcKa3blBaeTcsa Ha
apdekTrBHOCTH Tepamnuu. He ommcaHO HMOmOOHBIX B3aHMMOIEHCTBUMI
MexXny cungeHadunom u AByMs Apyrumu AP3 (tabia. 6) [9].

[TokasanwmeM K Ha3HAYEHUIO KOMOMHUPOBAHHOW Tepamuu Y
6ompHBIX JIATT sABIsIETCS OTCYTCTBUE CTaOMIIBHOTO KIMHUYECKOTO
addekrTa.

BozeHnTaH saBnsieTcss HHOyKTOpoM u3odepmenToB CYP3A4, CYP2C9
nutoxpoMma P-450. KoHIleHTpaluu B Ijla3Me KPOBHU JI€EKAPCTBEHHEBIX
IpernapaToB, MeTaboMu3upyeMbIX YKa3aHHBIMU u30hepMeHTaMHU,
YMEHbBIIAIOTCA TPW COYEeTAaHHOM IPUMEeHeHWuu C OO03eHTaHOM.
KoumneunTpaius 603eHTaHa OIpU 3TOM Bo3pacTaeT (cM. Tadi. 6).
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HaxoHeuyHUKOB

Tab. 6. No Hble B TBMA ACKapCTs Npu Tep AAT
JleKapcTBCHHEIN M I B TBY Jexap- Pesyasrar B3aumMoIcACcTRIA
penap BIAHMOACACTBHA CTBCHHEIN Npemnapar H peK
AmGpuseHTan ? Lukrocnopus Cof1:01aTs OCTOPOXHOCTL NPH COBMCCTHOM Ha-
Keronason IHAYCHHMM € KCTOHA3010M M LMKIOCTOPHHOM
BoicHTan Huayxrop CYP3A4 Cunacnadpun KonuenTpaums cunacHadmia crinkaercs Ha 50%,
Go3cxrana — noseimacres Ha 30%. He tpe6yerca
KOPPCKIIMM 03 IPYTHX JICKAPCTBCHHEIX MPerapa-
TOB
Cyberpar CYP3A4 Liukaocnopus K TPALMA LMK P TCH HA
50%, xoHueHTPAUMA 60ICHTAHA YBEIHYHBACTCE B
4 paza
Cy6erpar CYP3A4 DPUTPOMHIIHMH Yaemmuueacted KOHUCHTpaums Gosenrana. Mpu
KOPOTKOM KYPCe KOPPEKIIMA JI03bI MOXET He 110~
TpeboBaTses
Cy6erpar CYP3A4 Keronason KonuexTpanuns 603cHTaHA yBCIHIHBEACTCA B 2
paza
Cy6erpar CYP3A4 + un- DanbGenxnamua YBCIMIHEACT BCPOATHOCTS MOBLIICHUA TPAHCa-
rbHTOp HACOCA e~ muHas. I1 NLHEI PHCK runo-
HEIX CONCH rmxeMideckoro addexra rnbenkaavmaa. Coue-
TaH#C NPOTHBOTIOKA3AHO
Cy6erpar CYP2C9 1 DaykoHazon 3HAYMTCIBHO YBCIHYHBACTCA KOHUCHTpaIMA 6o-
CYP3A4 AMHOA2POH sexTana. CoueTaHME NOTCHUMANLHO MPOTHEONO-
KA3aHO
Huaykrops CYP2C9 1 Pudasmuumxs KoxueHTpauus 603cHTaHa yMCHBIIACTCH Ha S8%.
CYP3A4 DcHUTOHH TMoTpe6HOCTL B KOPPEKIIMHM 03I HE YCTAHORICHA
Huayxropu CYP2CY Huruburope: ITMIT KoA-penyx-  KoHUCHTPAIMSA CHMBACTATHHA CHICKACTCA HA
Ta3nl 50%. DddexT BepoATEH NPH HAIHAYCHHH ATOPBA-
cratiHa. Heo6XoaMM KOHTPOAE YPORHSA XOAeCTe-
pHHa
Huaykropu CYP2C9 Bapdapuu Yaemmuaueact meTabomnayn saphapiHa, BRI3EBACT
noTpe6HOCTS B KOpp 0351 Ipenap B Ha-
wane Tepanii xoHTpoas MHO, B nansHeimem
KOPPCKLMA 1031, KAX MPABIIO, He TpebyeTcs
Huayxropu CYP2C9 1 KoMmGuHHpoBaHHbIC nepopans-  CHINKACTCR KOHLCHTPaIHs ropsonos. Hagex-
CYP3A4 HEIC KOHTPALCITHBS HOCTH KOHTPALCTIMK CHIXACTCH
CunacHadmn Cy6erpar CYP3A4 BoacHran Konuentpauns cunacHaduna crinkaercs Ha 50%,
KOHICHTpauMs Go3cHTaHa nossimacTcs Ha 50%.
Koppekuus 103 Npenaparos MoxXeT He norpeGo-
BATHCA
Cyberpar CYP3A4 Huruburopes TIMIT KoA-peryx-  MoXeT yBeTHIHTLCA KOHIUCHTPALMA CHMBACTATH-
Ta3nl Ha/aTopsacTaTiHa. BOIMOKHO YBCIHUCHNE PHCKa
paGaosmomiia. KonuenTtpamus cinacHadma smo-
KET NOBLIIATLCR
Cy6erpar CYP3A4 HMuruburopes nporeaz BUY PHTOHABHD, CAKBHHABHD 3HAYHTEABHO MOBLIIAIT
P CH. b Tpebyercs Kop-
PEXLIMA F036! TOCACAHETO
Huayxrop CYP3A4 DCHUTOHH KoHueHTpaums cinicHahuIa MOXKET CHIKATLCA
Cyberpar CYP3A4 DpUTPOMHIIMH Il A paLms & Kop-
PCXIHH 03B MOCCIHETO YAcTo He Tpebyerca
CyGerpar CYP3A4 Keronazon ToBt Tcs pawus &b Kop-
PEXIHH 1036 MOCSIHETO YacTo He Tpebyerca
Cy6erpar CYP3A4 LlemeTwans TMogt TCR PALHA C & Kax
Npasiio, He TpeGyeTCH KOPPEKIIMMN 103kl NOCTEA-
HEro
ulrM® Hutpars, PAHANA Bup CHCTCMHASA THITOTOHMSA, COMCTAHHE
NPOTHBONIOKA3AHO
KoHlleHTpalus 0o3eHTaHa BO3pacTaeT npu codyeTaHHOM

npuMeHeHnu ¢ uHrHOUTOpamMu CYP3A4 (KeTOHa30/, PUTOHABUP) U/
unu uHrunoutopamum CYP2C9 (amumomapoH, ¢mykoua3zomn). ITostomy
003eHTaH IIOTEHIIMAJILHO IIPOTHBOIOKAa3aH IIpH I[pUeMe I3TuxX
IIpernaparTos.
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CunuTaeTcsa MPOTHBONOKA3aHHBIM Ha3HadyeHMe OO03eHTaHa IIpHU
npueMe UTpakKoHa3oJjla, TAaKPOJIUMYyca, CUPOJInMyca, KapbaMa3enuHa,
(benobapburTana, mamcoHa.

OcHoBHOM nyTh MeTabonu3ama cungeHaduna — CYP3A4 u B
MmeHnbien ctenenu CYP2C9. UugykTopsl CYP3A4 (kap
OamasenuHbl, GeHUTOUH, peHobGapOuTan, pudaMnulvH) yMEHbIIAIOT
KOHIIEHTPAINIO0 cunpgeHaduna. Heckomnbko TTOBBIIIIAETCS
KOHIIEHTpalus IIperapaTra Ipu ynoTpebjieHuu IrperndpyToBoro coka
— cnaboro uarudtutopa CYP3A4/5.

N3-3a pucka pa3BUTHUS CUCTEMHOM THIIOTOHUU TpebyeTcsi ocobas
MIPEOOCTOPOXKHOCTL IIPU COYETAHHOM IIPUMEHEHUM CIenuduiecKou
tepanuu JIAT Cc aHTUTUINIEPTEH3UBHLIMU IIpelriapaTaMM, TaKUMU KakK
[(-appeHO6IOKATOPBI, MHTUOUTOPHI AHTMOTEH3UHIIPEeBpPalllaiolIero
depmenTa u Op.

JleueHHE apUTMHH

Y GonbHBIX JII' 31M0KaueCTBEHHBIE HapYIIEHUS PUTMa, TaKue Kak
XKeJynouyKoBas TaxuKapaus, bubpunnauus KEeNyOoYKOB,
0TMeYalTCcs pexe, yeM y TalueHTOB, CTpafalouux
neBoxenygoukoBoir CH. Cpemm 132 6ompHBIX JIAT TONMpKO y 8%
OCTaHOBKa cepflla BeI3BaHa pubpunnaume xkenynqouykos [9, 20]. B 6-
netHeM HabmromeHuu y 231 6onbHOro JIAT unu XTOJIIT Habnogasncs
TONbKO 1 ciy4ail 3JI0KAYECTBEHHOM XKENygO4YKOBOM apUTMUMU.
HapxenmymodyKoBEle apUTMUAU BO3HUKAIOT 1ipu JII' ¢ yacTtotou 2,8% B
ron. TpemeTtanue UMM MepllaHWEe TNpeAcepOuil BCTPedaloTCs
OOUHAKOBO YaCTO ¥ MPUBOOAT K KIMHUYECKOMY VXYOIIEHUIO U
pa3BuTHUI0O IIpaBoXesnymoukoBou CH. JleyeHue  TpemeTaHUS
npencepouii  6omee 2MEGHEKTUBHO, UYEeM MepIlaTelIbHON apUuTMHUH.
BoccTaHOBNIEHME CUHYCOBOrO puTMa y OonbHBIX JI ' mpuBOOmMmo K
TOBBIIIEHUIO BBI2ZKUBAEMOCTH II0 CPAaBHEHUWIO C TAKOBOM y OOJIBHBIX C
MMOCTOSAHHOU (OpPMON MepLaTeIbHOW apUTMHUU, M3 KOTOPEIX 80%
yMuUpanu B TedeHHMe 2 Je€T. XOTS OTCYTCTBYIOT HOaHHBIE
KOHTPOJIMPYEMBIX HMCCJIEIOBAaHUN WU IIPOCIEKTUBHBIX HaAON I0JeHUMU
LIEeJIbI0 Tepanuu AO0JIXKHO OBITh yAepzKaHue CTaOUJIbHOTO CHUHYCOBOTO
putma. Ilpu  BeIOOpe  aHTHAPUTMH-  YEeCKHUX  IIpernapaToB
MpennodyTeHue  OTHAaeTCs  TeM, KOTOphle He  OKa3hIBaloT
oTpHuIaTeJIbHOE MHOTPOITHOE OelCTBHE, B YaCTHOCTU aMrodapoHy [9].
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Xupyprudeckoe jJedeHue

IIpeacepauass centocromusi (IICC). O6GocHOBaHWMEM  MOJIS
npoBenernuss IICC sBuiuchk HaOMIOOeHHWS, I[IOKAa3aBIIWE, YTO
BBIZKMBAEMOCTb OOJILHEIX C CHUHOPOMOM OJi3deHMeHrepa um HIII ¢
OTKPHITHIM OB&JIBHBIM OKHOM BEIIIE, UEeM B CJIydae HEW3MEHEHHOU
MexnpencepoHou mneperoponku [1, 53]. Co3maHme IIyHTa cHOpaBa
HajleBO I03BoyisseT CHu3uThb cpenHee MHIIII u nmeperpys3ky IIXK, a
TaKXe yBenmu4uTh npegHarpys3ky JI2ZK u, Takum obpa3om, CB. B atux
YCJIOBUSIX VJIydlllaeTCsd TPAHCOOPT KHCJIOpOoda, HEeCMOTps Ha
mecaTypalui0 apTepuaJbHOM KPOBY, YMEHBIIAETCsI CHUMIaTU4YecKas
runepakTuBalus. Ilpoenypa nIpoTUBOIIOKa3aHa npu cpemHem [III1
Beille 20 MM PT.CT., HaCHIIIEeHUU KPOBU KHcCIopomoM MeHee 80% B
nokoe. B pe3ynbTaTe BMelllaTelbCTBa HaOJIOJaeTCsd yYMEHbIIEHUE
CUHKOIIE, TIIOBBIIIIEHWE TOJIEPAHTHOCTHM K Harpyske [b4]. TICC
pekoMeHOoBaHa TONMbKO OonmbHBIM ¢ IV ®K (panee Takxke III ®©K) ¢
YaCTBIMH CHHKOIIE H/unu pedpakTepHOU IIpaBoxkenymoukoBoiur CH,
HECMOTPS Ha MeOWKaMeHTO3HYI0 Tepanuio, B TOM 4YUCJIe IIepef
TpaHCITaHTalnuel, He TonbKo npu MJII', HO m accomuupoBaHHOU JII'
npu J3CT, omepupoBaHHEIX BIIC, mguctanbHBIX TpomM0O030B B JIA,
JIBOB, JIETOYHOM KaIuJISIPHOM reMaHT1oMaTo3e [1].
PanpmoMusupoBaHHBIE HCCJIeOBaHUSA HoKaz3anu 9(PGHEKTUBHOCTD
OpPOLEenypel B OTHOLIEHUM VIy4YIIeHUs TeMOOWHaMHYEeCKOro U
(GyHKIIMOHAIBHOTO CTaTyca OOJIbHBIX, a TaK¥Ke UX IIPOrHo3a.

IICC pekomengoBaHa 6onbHbM JIT' ¢ III u TV ®K (BO3) ¢ yacTeiMu
CUHKOIEe unu pedpakTepHOM K Tepamuu IpaBoxkenymoukoBour CH.
CMmepTHOCTB O0nMbHEIX TP nIpoBenenun IICC coctaBmsier 5—15%.

TpoMO3HZAPTEPIKTOMHUsA. ODTOT BUI XUPYPTrUUECKOTO JI€eYEHUS
6onmpHBIX JII' ¢ TpoMOGOoTHUECKOM OOTypalueill ITpPOKCUMaIbHBIX
otmenoB JIA mo3BonsieT yMeHbUUTH o060mee JICC, yay4ymuTh
cuctonudeckyro GyHKINI [12K, TOolepaHTHOCTE K (U3UYECKUM
Harpy3kKaM, YBeJIU4YUTh IPONOIKUTEIbHOCTD KU3HU 00JNbHEIX [9, 55].

[TokasaHussMu K TpoMOsHmapTepsKToMum sBisioTca I[II—TV @K,

JICC >300 gus/c/cM®, Hanuuue LIEeHTpPaJIbHBIX TpoMOOB (mo
cerMeHTapHOro YypoBHS) (>50% oOCTPyKIMSA B HIPOKCHUMAJIbHBIX
aptepusix 1o paHHBIM AIIT), coxpaHeHue TpoM0O030B Ha (QoHe
aJeKBaTHOUW AQHTUKOAryJIsgHTHOM Tepanuu B TedeHHWe 3 MecC.
[IpOoTHBOIIOKA3aHMus: TSXKeJble XpPOHWYecKue 3aboJieBaHUS JIETKUX
(0OOCTPYKTUBHBIE, PECTPUKTUBHHIE), TsAXKejasgd  COIYTCTBYyIOIas
MaToJIOTHs, OHUCTaJIbHBEIE MOpaXeHUS JIETOYHBIX COCYHOOB, TSAXKeas
JIeBOXKEIyA04YKOBasi HeIOCTaTOYHOCTb.
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TpoMmOsHOapTepIKTOMUSA IIOKa3aHa mnamnueHtam c XTIJI, UBC,
KJIallaHHBIMU ITIOPOKaMHU.

TpaHcHIaHTAHUs JIETKUX WIN KOMIIJIEKCa cepane—iaerkue. C
OBEpPLIEHCTBOBaHMUE JieKapCTBeHHOU Tepanuu JIAD' cCylleCTBEHHO
YMEHbBIIUIIO TOoTpeOHOCTh, B TpaHcmiaaHtanuu [1, 9, 56, 57].
[TpumepHo y 25% OombHBIX HMJIIT HEe OTMEYEHO CYIIEeCTBEHHOTO
yIIydIlleHus IIpU Ha3HaueHUM cuenuduyueckou Tepamnuu. [IpoTHO3 y
6ompHBIX C¢ ®PK III—TV ocTaeTrcss KpaliHe HeOIAroONMpUSTHBIM U
3aBUCUT OT 3THOJioTuu. Tak, y OGombHbIX JIAT Ha ¢done [I3CT oH
3HAYUTEJIbHO XyxkKe, yeM npu WJII. HawubGosnbinas BHXKHUBAEMOCTH
oTMedaeTcsi y 6ombHBIX JIAT Ha ¢one BIIC, Hauxynmui mMporHo3 —
npu JIBOB, neroyHoM KanuIjJgpHOM TeMaHTruoMaTo3e, Korga
MeOuKaMeHTO3Has Tepamnusa ManoaddekTuBHa.

BonpHBIE C XyOMIMM TOPOTHO30M [OJIKHBEI BKJIIOUATHCA B JIMCT
OXUOAHUA TpaHCHJIaHTAlUM KOMILJIEKCa Cepalle—Jierkue Uiau
OuaTepasibHOM TPAHCIIJIAHTALIMM JEerKuX. ToYHas CTaTUCTHUKA
OCJIOKHEHUH B BUIE Pa3BUTHS CUCToONMuMYecKou guchynknum 12K u/
WU ouactonudeckou guchyskumuu JI2K HenssecTHa. M3-3a medunurta
OOHOPCKUX OpraHoB Jamie BHIIOJTHAETCS OunmaTepasnbHas
TpaHCITaHTaUusA Jjerkux. [Ipy pe3KoM CHUXKEHUU IOCJIeHarpy3Ku
[I2K B pe3ynbTaTe IIpoBedeHus1 OunaTepasjibHOM TpaHCIUIaHTAIUU
JIETKUX 4YacCTO B PaHHEM IIOCJIeONEepPaliOHHOM IMepHUofe OTMedaeTcsd
HecTabUIbHOCTh TeMOOWHaMUKHU, BrixkuBaemMoCTh rnocrne
TPAHCIJIAHTAllUM OOHOTO MJIM ABYX JIETKUX NPUMEPHO OOWHAKOBaf.
[Tocne TpaHCHOJIAHTAIIMKU OOHOTO JIETKOT0 OTMevdaeTcs Ooee Tsaxkenas
TUNnokceMusi. B HacTosiiee BpeMsi B OOJBIIMHCTBE IIEHTPOB
orepanued BhIOOpa SBJIsIeTCS OuaTepanbHasi TpPaAHCIIAHTALUS
nerkux. CornacHO OaHHBIM perucTpa MexXOyHapomHOTo oOIecTBa
TPaAHCIIAHTAlUM CepAlla U JIETKUX IIPH CUHApPOMe Ju3leHMeHTepa
BCJIE[ICTBHE ITPOCTHIX ITIOPOKOB BLIOOPOM MOKET OBITH M30JIMPOBaHHAS
TPaAHCIOIAaHTaAllUsA JIETKOTO C OJHOBPEMEHHOM KOPPEKIMNeW MOOpPOoKa.
[Ipu KemymodyKOBHIX AedeKTax JIydllnme HMCXOObl HAOIOmaroTCs IIpU
TpaHCIJIaHTalluu KOMIIJIeKCa cepale—Ierkue; 5-nmeTHAA
BBIKMBAeMOCTh y 6onbHBIX JIAT cocTaBnsieT mpumepHo 45—50%.

AnropurMm gmeuyeHusi 60apHLIX JIAT

PasnuuHble BUOR CclHenupUYeCcKON JIeKapCTBEHHOW Tepalunuu
ouneHuBanuchk y OGonbHBIX WMJIT, Hacnemyemow JIAL, JIAT Ha ¢oHe
npueMma aHopekcukosn, [I3CT, BIIC (B ToM 4ucJjie IOCjIe KOPPEKIIUN),
II03TOMY aJITOPUTM JIEYEHUS OTHOCUTCS UCKIIIOUYUTEJIPHO K OOJIbHBIM
JIAT [9, 58].

44



YazoBa Upuna EBrenvreBHa, HakOHeYHHUKOB
Cepreu Hukonaesud u npyrue. "KiuHn4yeckue
pPeKoMeHpOanuu 1o DUarHoCTUKE U JIeYeHuo..."

OSupe puponp. L P ” | HONTD: L] "
peainuTaue. 29 .)
MOAZAPWIE BOGIN TEPIT IR
ANTINSRIYNR NI L IR ATIRE L KICICPGR L A OrcIw
AECOEPTHRM_LEHTE.

OO NS Olpswilt REIODSAKTHRNOCTI ]

nenasrencesa

/ Hasaaven e

K- | st e T
AX K I oxm
MoKCTHD Mk Mow o span i FOMS bowil 108 AKH Ak
L b o Ll nre AMEDIIeNTIN / AP3 \
Borestan Wnenpocy T
} } AMGpass ent 2 Canaenapn (et B kent WS
@‘j SHmmagen HOAD Q) ExTVE HOCTh
Arwrenunas l HEIPOIMBHO(TE 1 MO WY EFTVE HOC TR
Tepans AN
KonSimpoRanias vepanie [~ l
AP3 N v
PR — I TpanannaTALMN I

AAropuTm Aevenns BoasHbix AAT,

[Tocne ycTaHOBJIEHUS OUArHO3a HadaJlbHBIE MEPOIIPUSTUS CBSI3aHBI
o] coOIoneHueM 0o0IIMX  pPeKOMeHmaIui u Ha3HadeHUueM
MoaepsKuUBalolie Tepanuu. bonbHBIX JIAIT He00X0OUMO HAITPABISIThH
B 9KCIIEPTHBIN LIEHTD.

Bcem 6ombHBEIM JIAT (rpynma 1) mokazaHo mpoBemenue O®IT mis
OIIEHKHM Ba30PEeaKTHUBHOCTH. BepodaATHOCTL, mnomoxurenbHou OOI1
ocobeHHo BeIcOKa npu MWIJII', Hacmenyemoit JIAI, JIAT Ha d¢oHe
IIpreMa aHOPEKCHUKOB. Y OOJBHEIX OTOM KaTeropuu Haubosiee
BEPOsATEH Yycoex nOpu npuMeHeHurn AK B BBICOKMX [O3ax.
O06si3aTenbHO MONTBEPXKIeHHE cTabuimbHOCTH 3¢deKTa Tepanuu
yepe3 3—4 mec.

ITpu orpunarensuHoir O®II y 6ompHEIX JIAT ¢ ®K I—II HeobxogumMo
Ha3HaueHUe croeumpuUyUecKon Tepanuu HUHraaganuoHHBIM NO
(KypcoBasi Tepamnusi Impu cTabuIbHOM TedeHuu 3aboneBanwus), I1IT,
(KypcoBasi Tepamusi Mpu CcTabuIbHOM TedeHHU 3aboneBaHus), APJ
(6o3enTaH unu ambpuserTaH) unu UO3-5 cunmeradumom.

ITpu otpurnarenbHout O®II y GompHBIX JIAI' ¢ ®K III mokazaHO
nedenune AP3D unu UOI19-5 unu npocTaHONOaMMU.

OTCyTCTBYIOT OpSIMble CPaBHUTEJIbHBIE HCCIENOBaHUS IO OLIEHKE
3¢ deKTUBHOCTH pPa3/IMYHEIX BHIOOB crelnmduyeckou Tepanuu JIAT.
Bribop mpemapara 3aBucur o0T ¢opmbl JIAI, @K, Hamuuwms
NIPOTHUBONOKA3aHUM, MOOCTYIHOCTU IIpernapaTa, IIyTU BBEOEHUS,
mo6oYHEIX 3¢ ¢GEKTOB, ONBITA Bpada U NpeanodTeHu O0ILHOTO.
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BonmpabiMm ¢ ®K IV mokasaHa HayalbHass KOMOMHMPOBaHHAas
cunenududeckas Tepanusa JIADL, Bkiroyawlnas ABa JieKapCTBEHHBIX
mpemapaTa: coudeTtanume APJD (0o3eHTaH wuau aMOpH3eHTaH) u
HUJIOIPOCTa WU cunpmeHaduna. ITpu Hed3)HEeKTUBHOCTHA
OBYXKOMIIOHEHTHOU CHeUu(pUYEeCKONM Tepanuu pPeKOMEeHOyeTCs
Ha3HauyeHUe 3 JIeKapCTBEHHBIX IIpenapaToB — APD + uino mpocT +
cungeHapu.

[ICC (aTpmocenToCTOMHS) W/AIU TpaHCIJAHTAlMsg ITOKal3aHa
6onbHEIM JIATT 1pm HeaJeKBaTHOM KJIWHUYECKOM 3dderTe
MeOVKaMeHTO3HOM Tepaluu U [OOJIKHA IIPOBOOUTBECSA TOJIBKO B
9KCIEPTHHIX LIEHTPax.

Anroput™m ne4eOHOM TaKTUKM [Jid CEJIEeKTMBHOIO BEIOOpaA Tepamnuu
IIpeICTaBlIeH Ha PUCYHKeE.

TpebdoBaHusi K 3KcneprHOMYy HeHTpy JII'. [Ina onTuMH3aInuu
MeOUIIMHCKOM oMol 601bHEIM JII' B Hallel cTpaHe 1ienecoobpa3Ho
bopMupoBaHUEe CTPYKTYypPHl 9KCIEPTHHEIX IIEHTPOB. B coOTBETCTBUU C
MeXOYHaAapPOOHBIMU PEKOMEHIAIINSIMHN 3KCIEPTHBIM MOXKET CUMTATHCS
IIEHTP, B KOTOPOM OCYILIECTB/IsIeTCS HabJogqeHue He MeHee 4eM 3a 50
6ompHBIME JIAT unu XTIJI, exkeMecsT4YHO MHOSBIISIETCS He MeHee 2
HOBEIX cnydaeB JIAT' wmmu XTOJII', eXerogHo MIPOBOOUTCA Kak
MuHUMYM 20 TeCTOB Ha Ba30peaKTHUBHOCThL BO BpeMs KaTeTepus3alluu
IIpaBBIX OTHENOB cepaua [9].

OKCIIEePTHHIU IEeHTP OOIXKEeH:

* pacmioyaraTh BBICOKOKBaIM(pUIIMPOBAHHBIM II€PCOHAIOM: Kak
MUHUMYM 2 KOHCYyJIbTaHTa (KapAuoJIOTH W/UNU IIyJTHbMOHOJIOTH)
(cmenmanusanus B ob6mactu JIT'); paguosor (3kcnepT B 061acTu
JIT); Kapauoior co cuelnyanu3anuen mo Ix0KT’;
KBanuUIIMpPOBaHHAasd MeOUIIMHCKas CeCTpa; CHeluaaucT Mo
TICUXOOTUYECKOW IIOMOIIM ¥  COLMaJIbHOW  aganTaluu
rmanueHToB; ooMeH nHpopmaluen (TenedoH, UHTEPHET);

e UMeTh HaJIaTH OiIsg OonbHEIX JIAI', oTHeneHHWe HWHTEHCUBHOMN
Tepanuy, [ONMUKIMHUYECKOe OTOeleHUe, OUarHOCTUYECKYIO
cnyxk0y (9xoKI, KT, papguonyknupgHas mnabopartopusi, MPT,
Y3U, Harpy3o4Hbie TPOOHI, OIleHKa JIeTOYHOM QYHKIIMHU, OIleHKa
remoguHaMuku ¢ OQII);

* pacmosyiaraTh  yCTaHOBJIE€HHBIMU CBSI3SIMU C  [OpyruMu
OUAarHOCTUYECKUMHU U JIe4eOHBIMM CIIyK0aMHu: TIeHeTudecKas
nabopaTopusi; peBMaToJIoTu4eCKUu LEeHTD; HEeHTP
IJIaHUPOBAHUA CeMbl; XUPYPTAYECKUU cTauuoHap
(TpOMOSHOAPTEPIKTOMUS, TPAHCIIJIAHTAIIUA);
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10.

11.

OCYIIECTBJISATh aHANU3 KJIMHUYECKUX MCXOHOOB (B TOM YHUCIe
aHaJIN3 BEIXKMBAEMOCTHU OOJIBHEBIX);

y4aCTBOBATh B KIMHWYECKUX MCCIemoBaHuSAX B oOmactu JIAT,
BKITIo4uas ¢a3zsl 11 u III;

OCYIIIEeCTBIISITh 00pa30BaTeIbHBIE TPOTPAMMEBI;
B3aMMOEMCTBOBATh C aCCOIUAIIUSIMHU MallieHTOB.
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