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OVATHOCTUKA U NEYEHME JNTEFOYHOW TMMNEPTEH3U
DIAGNOSIS AND TREATMENT OF PULMONARY HYPERTENSION

IMABA 1. ONPEQENEHUE, KNACCUDUKALUSA I

JNleroynas runeptensuma (JIN) — ato rpynna 3aboneBaHwii, xa-
PaKTEPU3YHOLLMXCS NPOTrPECCUPYIOLLM MOBbILLEHEM NEr04YHOr0
cocyauctoro conpoTusnenus (JICC) u aaBneHns B neroyHom ap-
Tepuun (QJ1A), KOTOPOE NPUBOAMT K PA3BUTUIO NPABOXENYA0YKO-
BOW CEepAe4HOI HeJ0CTaTOYHOCTY U MPeXAEeBPEMEHHON rMOenu
NaLMeHTOB.

B cooTBeTcTBUM C POCCHIACKMMM peKOMEHAALMAMI MO AMArHo-
CTUKE W NeYyeHuto neroyHoi runepteHsum (2007 r.) guarHos JI
YCTaHaBNMBAETCA MPW YPOBHE CPEAHEro AaBneHus B MEroyHoil
aptepuu (IJ1Acp.) >25 mm pT. CT. B nokoe 1 >30 MM pT. CT. Npu
hmamnyeckoii Harpyske. B Hopme OJTAcp. B NOKOe COCTaBNseT B
cpegHem 14+3 MM pT. CT. U He npeBbiwaeT 20 Mm pT. €T. B no-
CNefHWe rofibl MeXAyHapoaHbIe PEKOMEHALMN paccMaTpuBarT
B Ka4eCTBE ANAarHOCTUYECKOro kputepms yposeHb [J1Acp. 6onee
25 MM pT. CT. B OKOE N0 [jaHHbIM KaTeTepu3aLun NpaebIX 0T/e-
noe cepaua. Ang oueHkn npupocta JJT1A Ha BbICOTe PU3N4eCcKON
Harpy3kn Heo6X0AMMO NPOBEAEHUE CNELUaNbHbIX NCCNeA0BaHNIA
C LEMbl0 CTaHAapTU3aLUuMM NPOTOKONMOB HArpy304HOr0 TecTa W
YCTAHOBMEHUS Anana3oHa HOPMalbHbIX 3Ha4eHUIA.

Knaccudmkauus JIr

KnuHuyeckas knaccudpmkauma JIIT Heobxoamma ans ctaHaap-
TM3aLUN ANarHOCTUYECKUX MOAX00B U Ne4e6HbIX MepPONPUATUIA.
Ha npoTs»KeHun nonyBeka oHa npeTepnena 3HayuTeNbHble N3me-
HeHus, HaYuHas ¢ 1973 r., Korna B COOTBETCTBUN C KOHCEHCYCOM
9KCMepToM Bbigensanock Ase kareropum: nepsuyHas ST (M1
unn JIT HeyCTaHOBMEHHOW 3TMonorun 1 BTopuyHas JII npu Bbi-
SBNIEHMN NPUYUH Unn akTopoB pucka. B 1998 r. Ha Il Muposom
cumnosnyme B 3naHe (OpaHums), nocesLieHHOM npobneme JI,
ObInn BNepBble BbifeneHbl kateropui J1IT Ha 0CHOBaHUK CX0ACTBa
NaToreHeTUYECKINX 0COBEHHOCTEN, KTMHNYECKOIA KApTWUHbI U Noj-
X0[10B K neyeHunto. G Toro BpeMeHu BblensieTcs nNsTb FOMOreH-
Hbix rpynn JI.

KnuHuyeckas knaccudmkayums
NEero4YHo runepTeH3un

1. Jleroynas aptepuansHas runeprensns (JIAT):

1.1.  Wavonatunyeckas JII

1.2.  Hacneayemas JII (mytaumm BMPR2, ALK1, aHgornuH (c
unu 6e3 HacneCTBEHHOI reMOpparnyeckoii TeNeaHrnakTasmm)

1.3.  VHAayumpoBaHHas npueMoM NeKapcTB 1 TOKCUHOB

1.4.  AccounupoBaHHas c:

1.4.1. cuctemMHbIMKU 3260N16BAHUAMMN COEANHUTENBHOI TKaHK

1.4.2. B/Y-uHdeKumen

1.4.3. nopTanbHOI rMnepTeH3nen

1.4.4. BPOXAEHHLIMU NOPOKAMM CepALA (CUCTEMHO-NEr0YHbIe
LUYHTbI)

1.5.  MMepcuctupyrowas JTAT HOBOPOXAEHHbIX

1.6. JleroyHas BEHO-OKKNIO3WOHHAsA 60M1e3Hb / JIeroyHsblii Ka-
MUNASPHBIA reMaHrMomaTos

2. JleroyHas runepTeH3ns BCAEACTBHE NaTONOMMH JIEBbIX OT-
JA€enoB ceppya:

* CUCTONNYeCcKast AUCHYHKLNS

« IMacToNNYecKas ancyHKLmus

* KNnanaHHble NopoKu

3. JII, accoyunpoBaHHas ¢ NaTonoruei AbixaTtenbHoi CUCTEMbI
U/MNK TUNOKCEMUEH

* XpOHNYecKas 06CTPYKTUBHAS 6OME3Hb NIErKNX

* UHTEPCTULMANbHbIE 3a60MEBAHNS NErKuX

* [pyrue 3a60/eBaHNA NErkUx cO CMELLAHHbIMU PECTPUKTUB-
HbIMM U 0BCTPYKTUBHbIMW HAPYLLIEHUSMM

* CUH[POM aNbBEONSAPHOI FMNOBEHTUNALIMM

« BbICOKOropHas JII

* HApYLLEHNA AbIXaHWS BO BPEMS CHa

4, XpoHuyeckas Tpomboambonuyeckas JIr

5. CmewwaHHble (hopMmbl

* FEMaToNOrnYecKune 3abonesaHmns

* CUCTEMHbIE HapyLUEHUs

» MeTab0NN4eCKINe HapyLLeHUs

* ipyrue

PasnnyaioT npekanunnapHyo u nocTkanunnapHyto gopmbl JI.

Kputepuamu npekanunnapHoit JIl asnstorcs:

* CpedHee faBneHue B neroyHoi aptepuu (JJTAcp.) > 25 mm pr.
CT. (N0 JaHHbIM KaTeTepu3aumm npasbix 0TAeNnoB cepgua (KMNOC);

« [1aBNIEHWE 3aKNMHWUBAHUA B fero4Homn aptepum (O3J1A) < 15
MM pT. CT.;

* CepieyHbIi BbIGPOC (CB) B HOPME WK CHIDKEH.

Bce BbiLIgyKa3aHHbIE NaPaMeTPbl JOKHBI UIMEPATLCS B 110-
Koe.

Takoi reMoaMHaMUYeCKNiA BapUaHT MOXHO BbIBUTL npu J1AT,
NI scneacteme natonorum nerkux, XTIJT, cMewwaHHbIX hopmax
nr.

[MoctkanunnapHas copma JII ¢ AJTAcp. > 25 mMm pT. CT. U
O3MA, npesbiwatowmum 15 Mm pr. €T., XapaktepHa gna J1I scneg-
CTBME NaToNornu NeBbIX OTAEN0B CepAaLa:

Ipynna 1. JleroyHas aptepuanbHas runepredsusa (J1Al) — aTo
KIMWHWYECKOE COCTOSIHME, XapakTepuaytoLleecs Hanuymem npe-
KanunnapHoit JII npu OTCYTCTBUWM APYrUX MPUYMH MOBbILLEHMUS
IJ1A, Takux Kak 3a6oneBaHus Nerkux, XpOHNYeckonm TpomM60amM-
60NN NIEroYHON apTepun 1 T.4., B TOM HUCNe peakux 60se3Hen
(rpynna 5). JIAI npencrasneHa nguonatuyeckon JIT (UM, Ha-
cnenyembiMit doopmamu JIAT; JIAT, MHLYLMPOBAHHOW NpUEMOM
NeKapCcTB W TOKCMHOB, @ TaKXXe acCOLMMPOBAHHLIMM (hopMamu
BCNESCTBUE HANUYNA CUCTEMHBIX 3a6051eBaHUIA COEANHUTENBHO
TkaHu (C3CT), nopTanbHOM runepteHsuu, BUY-undekumum, Bpox-
LeHHbIX NopokoB ceppua (BIMC) (CUCTEMHO-NEroYHbIX LUYHTOB) Y
nepcuctupyrowieit JIAI HOBOPOXAEHHbIX.

C 1951 r. nog TepmuHoMm «nepsuyHas JI» (M) nogpasyme-
Banacb JII' He3BECTHOW 3TUOMOMUK MPU OTCYTCTBUN KaKOW-Ni-
60 NaToNoruK Co CTOPOHBI CepALa U NErkux: Kak ceMenHble (40
6% ot yucna 6onbHbIX ¢ 1J1T), Tak n cnopagnyeckue cnyyau. B
2003r. Ha lll BcemupHoM cumno3uyme, NOCBALLEHHOM npobneme
NI, BMECTO TepMUHA «NePBUYHAS» BbIN0 NPESN0XEHO UCMNONb30-
BaTb TepMuH «UJIM» ans 0603Ha4eHNs CNOpagn4eckux cry4aes
3abosieBaHud. Vcnonb3osaHne TepmuHa «MJ1M» npegnonarano
Hainyme TepMuHa «BTOpUYHas J1M», KOTOpPbIA 6bin OTMEHEH B
knaccudoukauum 1998 r., NOCKONbKY OMUCbIBAN FeTepOreHHyto
rpynny 3a6osnesaHuin. [ns ycraHosneHus guartosa U Heobxo-
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OUMO BbISBUTL Kputepun JTAT U UCKIIOYMTb BO3SMOXHbIE aCCO-
LMMPOBaHHbIE DOPMbI, KOTOPbIE UMEKT CXOAHYI0 KNUHUYECKYHO
KapTWHY N NaTOMOPONOrMYeCKIUe M3MEHEHUS MENKNX NeroYHbIX
cocynos. JTAT xapakTepuayeTcs Hanuumem npekanunngapHon JI
npu OTCYTCTBUM 3a60NEBAHUIA JIETKMUX, XPOHWUYECKON TPOMOO-
3IMBONNK NEro4HON apTepun, APYrux 60Me3Hel Kak BO3MOXHOW
npuyuHel nosbiwerns JICC n AJ1Acp. B HacToswwee Bpems auma-
rHo3 «WJ1M» yKasblBaeT Ha cnopaguyeckyto opmy 3abonesanus,
Korfa y naumeHTa OTCYTCTBYHOT KaK HacneACTBEHHbIA aHaMHes,
TaK 1 hakTopsl pucka. Hacnenyemas J1AI guarHoctupyetcs npu
HanNU4YUU CeMeiiHOro aHamHesa W/Win BbISBIIEHUN MyTauWiA re-
HOB, KOAMPYIOLLMX peLenTopbl Tuna 2 6enka KOCTHOro mopdore-
Hesa — BMPR2 unu akTunH-nofo6HoN KuHasel — ALK,

Mpw NAT, HAYLMPOBAHHOM NPUEMOM N1eKapCTB U TOKCMHOB, B
KayecTBe (pakTopoB pucka JIA BbICTYNAKOT NeKapCcTBEHHbIE Npe-
naparbl 1 TOKCWHbI, MPeLCTaBNeHHble HIDKe (Tabnuua 1).

NAT, accoumnposaHHas ¢ C3CT — 3T0 BaHas KNUHW4YecKas
nogrpynna JIAl, KoTopas MOXeT BO3HWKaTb MpPU CUCTEMHON
CKNepoAepMuun, CUCTEMHON KpacHOM BOST4YaHKe, CMELIaHHOM 3a-
601eBaHUN COBLMHUTENBHON TKaHW, 6051ee PeaKko — peBMaTona-
HOM apTpuTe, AepMaToMuUo3nTe unn cuHapome Lerpexa.

NAT aBnseTca pPeakuUM, HO YCTAHOBJSIEHHbIM OCMOXHEHWUEM
BIY. Mpu noptoneroyHoi runeptensun JIAT conpoBoXAaaeT no-
BblLLEHWE [aBfIEHNS B CUCTEME BOPOTHOM BEHBI.

Mpwu NAT Bcnepcteue BIC knaccudnkaums BPOXAEHHbIX CU-
CTEMHO-NEr0YHbIX LUYHTOB YYUTbLIBAET TUM W pa3mepbl JediekTa,
Hanu4ne UM OTCYTCTBME 3KCTpaKapAnanbHbIX aHOMAMA 1 cTa-
Tyc koppekuuu BIC. Bce 3Th hakTopbl BHOCAT BKNAZ B pa3BuTue
JIAT, cuHapomMa dn3eHMeHrepa 1 onpeaenstoT NporH03 60/bHbIX.

CuHApOM 3M3eHMeHrepa MOXET 6bITb 0OYCNOBSIEH Kak Mpo-
CTbIM, TaK U1 CNIOXHbIM (0K0S10 30% 60MbHbIX) NOPOKOM CepAaua.
Cpean npocTbIX NOPOKOB CrleAyeT OTMETUTb Haubonee YacTble:
nedeKTbl MexOKenynoykoBoin neperopoaku (OMXKIT), nedekTbl
mexnpefcepaHoi neperoponku (OMIM) u OTKPbITLIA apTepu-
anbHblil npotok (OAM). CuHapom Jii3eHMeHrepa pasemBaeTcs y
10% HeonepmpoBaHHbIX 60MbHbIX cTapLue 2 net ¢ AMXKI no6oro
pasmepa, npu AMIMM - npumepHo y 4-6% 60NbHBbIX.

NAT pa3BMBaeTCs MOYTU Y BCEX OOJIbHLIX C OTKPbITHIM apTe-
puanbHbIM NPOTOKOM, Y 50% 60nbHbIX ¢ AMXKIT npu guamertpe
necpekta 6onee 1cm 1 10% 60nbHbIX ¢ OMMM npu anameTpe fge-
(hekTta 60nee 2 cM. Y 60MbHbIX C ManbIMK W CPEaHUMU pa3mepa-
Mu fedpekta JIIM pa3BuBaeTcs TONbKO Y 3% BOMbHbIX.

O6bI4HO paHHAsA XUpypruveckas KOppekuus nopoka ceppua
npepotepaiiaet passutue JII. OgHako y paaa 60nbHbLIX TSHXenas
pe3nayanbHas JIA[ pa3BuBaeTCA NOCNE XMPYPriveckon Koppek-
UMM Nopoka. B Takmx KMWHUYECKMX CUTyauusx 4acTo HesiCHO,
NPUCYTCTBOBANO SN HEOO6pPATUMOE MOPAXKEHME JIErOYHbLIX CO-
CY[0B [0 OMepaTUBHOIO NeYeHNs Nopoka cephua uin neroyHoe
cocyaucToe 3a6oseBaHne NPOrpeccupyeT, HECMOTPSA Ha YCMeLHO
NPOBEJEHHYI0 Onepauuio.

Knaccuchukaumsa BpOXAEHHbIX CUCTEMHO-NErOYHBIX NOPOKOB
cepaua:

1. Tun

- MpocToit:

JeeKT mexxnpeacepaHoii neperopoakm

JledheKT MexKenyao4koBOW NeperopoaKkm

OTKpbITbIA apTepuasbHbIiA NPOTOK

AHOManus neroYHbIX BEH

- KOM6MHNPOBaHHBIN:

EAVHCTBEHHbIN Xenyao4ek

JleheKTbl MEXNPEACEPAHON N MEXOKENYL04KOBO Neperopo-
L0K

2. Pa3mepbl

- Manbli (Npu gedoekTe MeXnpeLcepaHoi Neperopoikn MeHee
2 CM 1 fedheKTe MeXOKenyn04KoBon Neperopoakn meHee 1cm)

- 6onbluoil (Npu JedpekTe MexnpencepaHON Meperopomku
6onee 2 cM 1 AedheKTe MEXOKEeNya04K0BOI Neperopoakn 6onee
1cm)

3. AccouumpoBaHHble 3KCTpaKapananbHble aHOMaNuu

4. CraTyc Koppekuuu nopoka cepaua:

- HEONepUpPOBaHHBLIA NOPOK

- 4aCTMYHO CKOPPEKTUPOBAHHbIIA NOPOK (faTa)

- CMOHTAHHO UK ONepaTUBHO KOPPEKTUPOBAHHBIN NOPOK (AaTa)

NeroyHas BeHO-0KKNIO3MOHHAA 60ne3Hb (JIBOB) 1 nero4Hbiil
KanunnapHolinl remadrnomaros (JIKFA) umetot cxogHnyto ¢ UIT
MOPCHONOrNYECKY0 KapTUHY, NOA06HbIE KNMHUYECKME NPOsiBIe-
HUS 1 TeMOJMHAMUYECKNe XapakTepuCTUKL, a TaKkxKe (hakTopbl
PUCK, 4TO NO3BOJAET NPUYNCANTL MX K rpynne 1.

Fpynna 2. JIl BcnepcTBUe NaToNnoruu Nesbix 0TAENOB cepaua

MopaxeHns NeBOro XXenyaoyka uny KnanaHHoOro annapara fe-
BbIX OTZESI0B CepALa NpMBOASAT K NOBbILLEHWIO JABSIEHUS B IEBOM
npeacepann, naccueHoe nosbilweHne JJ1A aBnseTcs cneactanem
06paTHOI nepeaayn aaBneHus.

Ipynna 3. JIl BcnegcTeue 3a6oneBaHnin NErkux u/unm runokcum

OCHOBHOW NPUYMHON pas3BMTUSA 3TOI chopmbl J1T ABNAETCS anb-
BEO/IAPHAs TMNOKCUSA BCNELCTBUE XPOHUYECKUX 6One3Hei ner-
KNX, Hann4us HapyLieHNs [bIXaHWs BO BPEMS CHA, NpebbiBaHMS
B BbICOKOTOpbE.

Ipynna 4. XpoHuyeckasa Tpom603ambonu4eckas neroyHas ru-
nepreH3us

PaHee B 3Ty rpynny BKKYaIMCh PasnunyHble POPMbl 06CTPYK-
LMK NIEroYHbIX COCYAO0B: 3MO0MbI, ONYX0MKW, UHOPOAHbIE Tena.

Ipynna 5. Jlero4Has runepreH3ns HEN3BECTHOrO MK CMELUaH-
HOro reHesa BKNo4aeT 4 pyo6puku:

5.1. remaronorunyeckue 3abonesaHus (MuenonponngepaTms-
Hble 3a60/1eBaHUA, FEMOSTUTUYECKAS AHEMNS, CTINIEHIKTOMMUS);

5.2. CUCTEMHbIE HapyLLeHUs (BaCKYNnTbI, CApkouAo3, rmcTuo-
UMUTO3, TIMMAHIMONEROMMOMATO3, HENpPOPUbpPoOMaTos);

5.3. meTabonuyeckme HapyLieHns (6onesHb lowe, natonorus
LLIMTOBUHOM XKenesbl);

5.4. npyrue COCTOAHUA C COYETaHHbIM reHe3om J1I (wmcToco-
MO03, KOMNPECcCus NeroYHbIX CocyaoB, puOPO3NpPYOLLMA Meana-
CTUHWT, XPOHUYECKAs MOYEYHAs HeJOCTaTO4HOCTb C NPOBEAEHN-
eM remMoamanusa).
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IMABA 2. ®AKTOPbl PUCKA U ACCOLIMMPOBAHHbBIE
KJIMHW4ECKWE COCTOAHUA NPU NI

®akTop pucka (®P) JTT — 310 Nt060M 3K30reHHbIA NGO JHA0-
FEeHHbIIt aKTop, COCTOSIHNE UnKu 3aboneBaHne, KOTOPOE MOXET
urpaTb NpejpacnonaratoLLyto poNib Unu cnocobCcTBOBATL Pa3Bul-
o JII. dakTopamm pucka MoryT 6biTb (DEHOTUMMYECKUE NPU-
3Hakn (BO3pacT, Mon), NIeKapCTBEHHbIE NMpenaparbl, XMMUYECKIE
BELLIECTBA, MHIEKLMOHHbIE areHTbl 1 T.A4. TEPMUH «accoLMNpo-
BaHHble COCTOSIHNA» UCMONb3YETCA AN 0603HAYEHUS TaknX Kni-
HUYECKMX COCTOSIHNIA, HANMYME KOTOPbIX CBA3AHO CO CTATUYECKM
N0CTOBEPHbIM YBENNYEHUEM BEPOATHOCTU pa3suTus JIT.

A6CONIOTHBIA puck passutua JII npu Hanu4un M3BeCTHbIX OP
[0CTaTO4YHO HUBKMA, NO3TOMY WHAMBWUAYaNnbHas YyBCTBWTEMb-
HOCTb N TEHETUYECKAs NPepacnoNoXeHHOCTb, MO-BUAUMOMY,
UrpaeT NPMOPUTETHYH ponb. Bce ®P n accounmnpoBaHHbie COCTO-
IHNA MOXHO KnaccudnumupoBaTb B COOTBETCTBUM CO CTEMEHbIO

accounaummn ¢ JII n Hann4msa yCTaHOBMEHHOWA NPUYMHHON CBA3M
(Tabnmua 1).

PasnuyaloT «onpegeneHHble» OP JII 1 accouMUpoBaHHbIe CO-
CTOSIHMSA, YTO O3HA4YaeT Hanuyue B3aMMOCBSA3EN, NOATBEPXK/IEH-
HbIX HECKONbKMMW HE3aBUCUMbIMU HAOMIOAEHUAMU, BKMHOYas
KOHTPONMPYEMbIE UCCNEe0BaHNA U A0KA3aHHbIE ANUEMUN; «Be-
POATHbIE», 0 KOTOPIX CBUAETENLCTBYET PSAA HE NPOTUBOPEYALLNX
OpYr Apyry HabmnofeHuid, B TOM YUCNE CEpUM Cryyaes, OAHAKO,
UM He NPUMNCbIBAETCS PONb YCTAHOBAEHHOI NPUYMHBI, «BO3MOX-
Hble», KOrfla MPUYMHHO-CNEACTBEHHASA CBA3b NPEANOoNaraeTcs Ha
OCHOBAHWUM CEPUM KITMHUYECKNX HABNIONEHNA, PErUCTPOB, MHe-
HWU 3KCTIEPTOB; «MaNOBEPOATHbIE», C HANNYNEM KOTOPbIX CBA3bI-
Banuch cnyyan J1I, Ho B KOHTPONMPYEMbIX UCCeN0BaHUAX Npu-
YHHO-CNECTBEHHAA CBA3b He ObiNa J0Ka3aHa.

Ta6nuua 1. dakTopbl pucka JII 1 accounMpoBaHHble KNMMHUYECKUE COCTOSAHUA

OnpepeneHHble BeposTHble Bo3moxHble ManoBseposiTHblE
JlekapcTBEHHbIE MPENapatbl M TOKCUHbI
AMUHOpEKC AHTUENPECCaHThI
p MeTa-amceTammHbl Aenp
®eHdnypammnH AmeTamuH KoKauH OpanbHble KOHTPaLENTUBbI
[ekcdeHdnypammuH L-TpuntodaH 9CTPOreHbl
XuMmunoTepaneBTM4ECKMEe Npenaparbl
Pancosoe macno TabakokypeHue
Lemorpaghunyeckne n MeANLNHCKNE YCII0BUS
bepemeHHOCTb
OXxupeHne

Mon ApTepuanbHas -

rUNepToHMS

3abonesaHns

OnpepeneHHble BeposiTHble Bo3moxHble ManoBeposiTHble
B/Y-uHtekums nopTanbHble 3a60neBaHus LLMTOBUOHON XXenesbl, -

rUNepTeH3unN, 3a60neBaHNs KPOBM,

3a60/1eBaHMs COCTOSIHWE MOCSIe CMIIEHIKTOMUM,

neyeHu, CeprnoBUAHO-KNETOYHAS aHeMus,

CUCTEMHbIE p-Tanaccemus,

3a60/1eBaHMs XPOHMYECKME MUENONponnepaTnBHbIe

COEANHUTENTbHOM TKaHW,  3a6051eBaHuUA,

BPOX[EHHbIE pefKue reHeTM4ecKkme 3aboseBaHus

CUCTEMHO- Unn 60n1e3HN 06MeHa,

JIEr04HbIE LYHTHI

60ne3Hb loLwe,

6one3Hb ®oH bepka,

HacneLCcTBEHHAs remMopparuyeckas
TeneaHrnakTasus (6onesHb Ocnepa-Bebepa)
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[MABA 3. IMMAEMNONOr U NEr0YHOU T’MNEPTEH3U

ANNaEMNONOTMYECKME IaHHbIE O pacnpocTpaHeHHocTy ST Kak
B Halllell CTpaHe, TaK U B MUPE, B HACTOSILLIEE BPEMS OTCYTCTBYIOT.
Mo gaHHbIM 3apy6eXKHbIX HABNOAEHNIA, NpPK 3XoKapanorpaduye-
CKOM CKpUHUHTre 13 4579 6onbHbIX NpuaHakm JTT (cuctonuyeckoe
IJTA Bbiwe 40 mm pT. cT.) BbiSBASAUCE ¥ 10,5% 60nbHbIX. U3
HUX TONbKO 4,2% nauueHtos umenu J1AT, 78,7% —J1I BcneacTeue
naTonornu nesblX OTAENoB cepaua, 9,7% — JII Ha dpoHe naro-
norum nerkux, 0,6% — XpoHU4eckyto Tpomboameéonunyeckyo JI
(XT3NM), B 6,8% Cry4aeB yCTaHOBMTb AMArHo3 He npencTasnsi-
N0Cb BO3MOXHbIM.

Ipynna 1. JIAT oTHOCMTCS K Yucny opdhaHHbIX 3a6oneBaHui.
Mo 3nMaemMMonorMyeckum AaHHbIM, B 06LIed Nonynsauun pac-
npocTpaHeHHocTb JIAI cocTasnsieT 15 cnyvyaes 3ab60neBaHNs Ha
MUANKUOH Hacenenus, W — 6 cnyvaeB 3a60neBaHNs Ha MUANN-
OH HaceneHus, a 3abonesaemoctb UJIT — He 6onee 1-2 cnyyaes
Ha MUNMOH HaceneHus B rof. VT MOXeT BOSHUKHYTL B N06OM
BO3pacTe HE3aBMCKUMO OT mona 1 packl. Hanbonee vacto ae6roT
3a6oneBaHusa otmevaetcs B 20-30 neT y xeHuwuH, B 30-40 net -y
My>4uH. CornacHo faHHbiM peructpa NIH (CLUA), BkntoyaBLuem
B 1981-1985 rr. 187 60nbHbIX B cpeHeEM Bo3pacTe 36 NeT, COOT-
HOLLIEHUE XXEHLLMHbI/MYX4UHbI cocTaBuno 1,7:1, 9% nauueHToB
6binn ctapuwe 60 net, 8% — monoxe 20 net. CpeaHwii nepuoa
0T ne6ioTa 3a6oneBaHNst 40 MOMEHTA YCTaHOBNEHWS AMarHo3a
COCTaBNAN OKONO 2 NeT. PerucTpbl, BbINOMHEHHbIE B NOCNEAHNE
ropl, yKasblBatoT Ha N3MeHeHNe JeMorpaddnyeckux XxapakTepu-
CTUK. Tak, B €BpOMEICKMX CTPaHax CpPeAHnii BO3pacT 6ONbHbIX
W/ Ha MOMEHT yCTaHOBNEHWA AUarHo3a cocTaBun 52 roaa, coot-
HOLLIEHUE XEHLLMHbI/MYX4MHbI — 1,6:1. [0 pOCCUACKMM [aHHbIM,
3a nocneaHee 10-neTHee HabnoeHNe 0TMeYaeTCs BO3pacTaHue
COOTHOLLEHNS XXEHLLMHBI/MY>XX4IHbI [0 6,5:1. Bo3pacT Ha MOMEHT
YCTaHOBNEHMSA AMarHo3a coctasnsaet y 6onbHbix UIT 31,2 roaa.
Mepwop oT fe6toTa 3a60neBaHus 10 MOMEHTA YCTAHOBNEHUS na-
rHO3a MO-NPEeXHEMY COXPAHSAETCS OKONO 2 NeT.

B cTpykType JIAI no AaHHbIM PErucTpoB Ha AOMK NaLWEHTOB
¢ W npuxoamutesa 39,2% 60nbHbIX, ¥ 3,9% 6ONbHLIX UMEETCA
CeMeliHbIin aHamHe3 3ab6oneBanus. Mpu cemenHbix dhopmax JIAT B
70% cnyvaeB BbIIBAAKTCA MyTaUWW FeHa, KOAWUPYHOLLEro peLen-
Topa TMna 2 6enika KOCTHOro mopdoreHesa (bone morphogenic
protein receptor-2 (BMPR2)), KOTOpbIA NPUHAANEXUT K CeMeil-
CTBY TpaHcopMupytoLLmx chakTopoB pocta (transforming growth
factor B (TGFP)) n HacnenyeTcst N0 ayTOCOMHO-LOMUHAHTHOMY
TUNY C HenonHoii neHetpauueit (20%). Y 60nbHbIx ¢ JTAT Ha dhoHe
6oneaHu Ocnepa BbIBASKTCA MyTaLuy reHOB, KOAUPYHOLLMX pe-
LLlenTOpb! aKTUBUH-NOAOOHO KiHA3bl — ALK1 unu aHaornuHa.

Cpean accouumpoBaHHbIX hopm npeobnagatoT cnyyvan JIAT
Bcneactane C3CT (15,3%), y 11,3% — Ha dhoHe BPOXKAEHHbIX NO-
pokos cepaua (BMC), 10,4% — noptanbHol runepTeH3uu, 9,5%
— Npuema NieKapCTBeHHbIX NpenapaTos/ TOKCUHOB, 6,2% — BUY.

Ipynna 2. Y 60nbHbIX ¢ JII Ha (DOHe 3260NEBaHWIA NEBbIX OTAE-
NOB cepfiLa He 06HapYXMBAETCS FEHETUYECKOro cy6cTpaTa 3a6o-
neBaHus. PacnpocTpaHeHHocTb JIT Npu XpOHMYECKON Cep/eyHOI
HepgocTtaToyHocTh (XCH) Bo3pacTaeT no Mepe HapacTaHus (OyHK-
uuoHanbHoro knacca (®K). MpusHaku JIIT BbisBnstoTca y 60%
6onbHbIX ¢ XCH BCneacTBuUe CUCTONNYECKOA ANCYHKLUUM NeBO-
ro XXenymoyka v o 70% nauneHToB, UMEOLIMX N30NMPOBaAHHYI0

JMACTONNYECKYI0 ANCTYHKLIMIO IBBOTO XKenynoyka. PacnpocTpa-
HeHHOCTb JIT Mpu HanM4MK KnanaHHbIX NOPOKOB NIEBbIX OT/AEO0B
C8PALA 3aBUCUT OT BbIPAKEHHOCTU AEEKTOB U KIUHWUYECKO
cumnTomatiku. JIT pa3BuBaeTCs NPaKTUYECKU BO BCEX CRy4asx
NOpaXeHW MUTPANLHOrO KnanaHa v o 65% Crny4aes npu cTe-
HO36 YCTbS A0PTbI.

Fpynna 3. Mpu JII BCReAcTBMe NATONOrMN JIETKUX U/UMN TUMOK-
CEMMWN TONbKO B OIHOM UCCNE0BAHNK Y BObHBIX C XPOHUYECKOI
06CTPYKTMBHOW 601e3Hb0 nerkux (XOBJT) onucaH nonumopdnam
reHa cepoToHuHa. PacnpoctpaHeHHocTb J1T npu XOBJT npu Hanu-
4NN NO MEHbLLIEA Mepe 0JHOW FOCMUTaNN3aLnK BCreacTBue ycy-
ryéneHus AbIxaTenbHOW HeoCcTaToYHOCTKU cocTaBnseT 4o 20%
cnyyaes. B pa3sepHyToii ctagum XOBJ1 vactoTa JII Bo3pacTaet
(>50%), oHako, cTeneHb nosblleHns JJ1A 06bI4HO HebosbLLAs.
Mpy MHTEPCTULMANBHBIX 3260NEBAHNAX NErKNX PacnpoCcTPaHeH-
HocTb J1I cocTaBnsiet 32-39%. CoveTaHme neroyHoro pubposa
1 3aMU3EMbI NErKNX cNOCOBCTBYET 6OEE YACTOMY BOSHUKHOBE-
Huto JTT.

Ipynna 4. Mpu XTI He 06HAPYXUBAETCSA FEHETUYECKOrO Cy6-
cTpata 3abonesaHus. Yactorta pa3sutua XTIJIT nocne nepeHe-
CEHHOIA 0CTPOIi TPOMB03MOONNI NIEFO4YHOI apTepuin BapbUpyeTcs
0T 0,5% 10 3,8%. Cuutaetcs, 410 50% 60NbHbIX € 3TOI hopMoNn
JIT MOryT HE UMETb B aHaMHE3e OCTPON TPOMBO3MBONNUK Neroy-
HOIA apTepun UK TpOM603a rMy6OKNX BEH HUKHUX KOHEYHOCTEN.

Fpynna 5. B 3Ty rpynny BKNto4atoTca pasnuyHble copmbl JII
HEM3BECTHOrO UM CMELLAHHOMO reHe3a. Y4nTbiBas ee reTeporeH-
HOCTb, He MPEACTaBNAETCA BO3MOXHbLIM OLEHUTb pacnpocTpa-
HEHHOCTb 1 HanM4u1e reHeTMYecKoro cybecTpara 60ne3Hu.
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OVATHOCTUKA U NEYEHME JNTEFOYHOW TMMNEPTEH3U
DIAGNOSIS AND TREATMENT OF PULMONARY HYPERTENSION

[MABA 4. NATOIEHE3 JIr

B natoreHese 3a605eBaHuns cneayeT BblAeNnTb YeTblpe OCHOB-
HbIX NaTOU3N0NOTMYECKUX PEHOMEHA:

1) Ba30KOHCTPUKLNS;
2) peayKuus Nero4Horo CocyaucToro pycna;
3) CHUXEHME 3NaCTUYHOCTM NIErOYHbIX COCY/0B;
4) 06nuTepauuns neroyHbIX cocyaos (Tpom6o3 in situ, nponu-
thepauus rnagKkoMbILLEYHbIX KNETOK).

[0 HacTOALIEro BPEMEHU TOYHO He YCTaHOBNEHbI MPOLIECCHI,
urparwole NyckoBylo pofb B Pa3BUTWAKM MATONOrMYECKUX W3-
MEHEHMA B neroyHbix cocyaax npu JII. CoBpeMeHHble Teopuu
natoreHesa JII' pokycmpytoTcs Ha AMCCYHKLWW WUAU NOBPEX-
OEHUN 3HAOTENMS, NPUBOASLLEN K HApYLIEHWO 6anaHca Mexay
Ba30KOHCTPUKTMBHbIMU 1 Ba30AMNATUPYHOLMMMN BELLECTBAMU U
pa3BUTUIO BA3OKOHCTPUKLMKM. OCBOBOXAEHWE HenaeHTUdULN-
POBAHHbIX XEMOTAKCMYECKUX areHTOB W3 MOBPEXIEHHbIX KIe-
TOK 3HAOTENUS BbI3bIBAET MUIPALIMIO TMAJKOMbILLEYHbIX KMNETOK
B WHTUMY NeroyHbix aptepuon. Gekpeuns NoKanbHO aKTUBHbIX
MeJNaTopoB C BbIPXEHHLIM BAa30KOHCTPUKTOPHbIM AEACTBUEM
cnoco6CTBYET pa3BuUTMIO TPOMOBO3a in Situ, TpaHcdopmupys co-
CTOSIHME NEr0YHOr0 COCYAMCTOr0 pycna U3 06bI4HOMO aHTUKOA-
YNAHTHOTO COCTOSIHMA (BCMEACTBME OCBOBOXAEHMS MpocTalyn-
KNWHAa U WHTMOWUTOpPA TKAHEBOrO aKTWBAaTOpa MNa3MWHOTEHa) B
NpoKOoarynsHTHoe. B peaynbrate 06pa3yeTcs MOPOYHbIA KpYr: no-
BPEX/EHWNE SHOTENNS HEYKITOHHO NPOrPEcCUpYeT U NPUBOANT K
PEMOJIENNPOBAHIO NETrOYHbIX COCY/I0B, HAPACTaHMI0 COCYAMCTOA
06¢TpyKUmK 1 obnmTtepauun. MNpu 3TOM NaTonorMyeckine npoLec-
Cbl 3aTPAr1BatoT BCE CIIOM COCYANCTON CTEHKM, PA3NINYHbIE TUMbI
KNeTOK — 3HAOTeNanbHble, rMaJKoMbllLeyHble, rbpobnacTsl.
B afBEHTMLMN OTMEYAeTCS NMOBbILIEHHAS MPOAYKLMS SKCTpaLen-
NIONAPHOrO MaTpuKca, BKNOYas KONNareH, anacTuH, puépoHek-
TWH 1 TeHacuUmMH. BocnanuTenbHble KNETKKU 1 TPOMOOLMTBI TaKKe
UrpatoT CYLLECTBEHHYIO ponb B pa3suTum JII. B nna3me KpoBu
60nbHbIX ¢ JII NOBbILLEHbI YPOBHU NMPOBOCNANNTENBHBIX LIMTOKU-
HOB, B TPOMOOLMTAX HAPYLIAETCA METab0NN3M CEPOTOHMHA.

Mpu nccnefoBaHWN Ba30aKTUBHbIX Cy6CTaHLMIA Obina nokasa-
Ha NOBbILLEHHAs NPoAyKLMS TPOMOOKCAHA U MOLLIHOTO Ba30KOH-
CTPUKTOPHOrO NenTuaa 3HAOTENNANBHOr0 MPONCXOXAEHMS C MU-
TOreHHbIMI CBOWNCTBAMM B OTHOLLIEHWN TMAaAKOMbILIEYHbIX KNETOK

IMABA 5. ANATHOCTUKA Jr

Ctparerus amarHocTuku npu JII npegnonaraet npoBefeHue
KOMMNEKCHOro 06cne0BaHmns C LieNblo YCTAaHOBEHNS [MarHo3a,
OLIEHKMN KNHMYecKoro knacca u tuna J1', a Takke OLEHKN dhyHK-
LIMOHANBLHOrO 1 remMoJMHaMUYeCcKOro cratyca nauueHTos. Llene-
C000pa3HO BbIAENUTL CReAytoLne 3Tanbl AMAarHOCTUYECKOro W
anddepeHLnanbHO-AMArHOCTUYECKOro npouecca (cxema 1):

I. Mopospenune y 6onbHoro Hanuyma JII (JIIN — npefBapuTesib-
Hblll AMArHo3)

l. Bepudpmkaumsa guarnosa Jir

[Il. YcTaHoBNeHMe KnnHu4eckoro knacca Jr

IV. Ouenka JTAT (Tun, doyHKUMOHANbHAsA CNOCOBHOCT).

— 3HpOoTenuHa-1, gednunT Basoaunaratopa NpOCTALMKIMHA W
0KCcufa asoTa.

Y 60nblWKHCTBA 60MbHbIX C cemenHoi JII, a Takxke y psga
60NbHbIX CO crnopaanyeckumu cnyvasmi JIT BbISIBNSETCS acco-
UuMaumsa ¢ MyTauusaMi reHa, NOKanuaytoLLerocs Ha 2 XxpoMocome
1 KOAMpYIOLLEEro peuentop Tuna Il K npoTenHy KOCTHOro Mopdo-
reHesa. OHaKo [0 CKX MOP He YCTaHOBJMeHa NaTobuonornyeckas
B3aMMOCBSI3b MEX[Y FeHETUYECKUMU HAPYLLEHUSMM 1 Pa3BUTUEM
JIT". O6pataeT Ha ceba BHUMaHWe Bbicokas Yyactota VT 1 Hu3kas
neHeTpaums npu cemeinHon JII (npumepHo 20% MyTaumid npuso-
OUT K MaHudecTalum 3a6oneBaHns), KOTOpbIe YKasbIBaOT Ha To,
4TO AN Pa3BUTMS 3a60NeBaHNS HEOOXOAMMbI JOMONHUTENbHbIE
TpUrrepbl. 3T0 MOXKET 6bITb MONUMOPCIM3M TEHOB, KOAMPYHOLLIMX
NO-cuHTasy, kapbumun-choccat CUHTa3y, CUHTE3 NEPEHOCHNKOB
CEPOTOHMHA, UMK JpYrie CTUMYIbI, OTBETCTBEHHbIE 3@ KOHTPOIb
pOCTa NEro4HbIX COCYANCTbIX KNETOK. Y 0TAENbHbIX NALMEHTOB, a
TaKXXe B CEMbSIX C HACNEACTBEHHON reMopparmyeckoin TeneaHru-
03KTa3nein (6onesHb Ocnepa-Be6epa-Panaro) onucaHbl MyTaLmu
FEHOB PeLenTopoB hakTopa HeKpo3a onyxoni (B akTUBMH-NOL06-
HOI# KMHa3bl 1, 3HAOIMNHA.

Takum 06pa3oM, 0TAENbHbIE NaTO6MONOrMYeCKNe NPOLIECCHI B
KneTkax W TKaHsx 60MbHbIX JII ycTaHOBNEHbI, O[iHAKO, B3aMMO-
NE/ACTBMS 3TIX MEXAHU3MOB B Pa3BMTUN 11 TPOTrPECCUPOBAHIN 3a-
60neBaHNs TOYHO HEN3BECTHO. TEOPETUYECKM MOXHO NPeanono-
XWUTb, 4TO HAacneACTBEHHAs NPeAPACNON0XEHHOCTb peanuayercs
noJ Bo3aencTBNEM (DAKTOPOB PUCKA, HTO MPUBOAUT K N3MEHEHN-
IM Pa3NNYHbIX TUMOB KNETOK (TPOMOOLWTBI, MaJKOMbILLEYHbIE,
9HJ0TENMANbHbIE, BOCMANNTENbHbIE KNETKN), a TAKXKe B KCTpa-
LENONSPHOM MaTPUKCE MUKPOLMPKYNATOPHOMO pycnam Nerkux.

[inc6anaHc mexxay TPOMBOTUHECKUMI, MUTOTEHHBLIMM, TPOBOC-
NanuTeNbHbIMI, Ba30KOHCTPUKTUBHBIMI (haKTOpamMmn 1 MexaHu3-
Mami1 06paTHOrO AEACTBUS — AHTUKOArYNAHTHBIMIA, QHTUMUTOrEH-
HbIMI, Ba30AMNATUPYIOLIMMN — CNOCOBCTBYET Ba30KOHCTPUKLIMM
1 Tpom603am, MPONMepaTUBHbIM U BOCNANUTENbHLIM U3MEHE-
HWUAIM B NIEr04HOM MUKPOLMPKYAATOPHOM pycne. VIMeHHO aTu me-
XaHW3Mbl OTBETCTBEHHbI 32 Pa3BUTWE 11 MPOrPECCUPOBaHME NaTo-
NOrMYecKnX 06CTPYKTUBHBIX MPOLIECCOB B NIEr04HbIX COCYAAX Npi
NI, KoTOpoe MPUBOAUT K YBENUYEHMK NEr04HOr0 COCYAMCTOr0
CONPOTWBMEHUS, NEPErpy3Ke W JEKOMMEeHCaLU NpaBoro Xeny-
J04Ka, rnéenmn 60bHbIX.

Cxema 1. ranbl guartocTuku JirI.

. Mogo3peHue y 6051bHOr0 Hanu4us JIr

* KIIMHUYECKNE CUMMTOMb!

* husnkanbHoe 06cneaoBaHmne

* IpOLeAypbI CKPUHUMHIA

* CMlyYaiHble HaX0aKu

l. Bepudpmkauma guarnosa Jir

« JKT

* PEHTreHOrpadoms OpraHoB rpyaHoI KNeTKu

« TPaHCTOPaKanbHas axokapanorpadus

* KaTeTepu3auns npaebiX OTAENOB Cepaua, TeCTbl Ha Ba3ope-
AKTUBHOCTb
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[Il. YcTaHoBNEHWe KnuHUYeckoro knacca Jr

« OB[,

* aHANK3 ra3oBOro cocTaBa apTepuanbHON KpoBK

* BEHTUNALMOHHO-NEPRY3NOHHAR CUUHTUIPANS NErknx

« KOMMbOTEPHAA TOMOrpadns

* NyNIbMOHOAHrnorpadus

IV. OueHka JAT:

* TUN — aHaNM3bl KPOBU, UMMYHONOMKS, TecT Ha BIY, Y3 BHy-
TPEHHMX 0praHoB

* (DYHKLMOHANbHAA CNOCOBHOCTb 60NbHBIX — TECT 6-MUHYTHO
X0[bObl, KapAWonynbMOHaNbHbLIA TECT (NUKOBOE MOTpebrieHne
KMCnopoga, aHaspo6HbIiA nopor).

Jrtan l. lopo3peHue Ha Hanuyue JII
(Nr' - npepBapuTenbHbIA AUArH03)

Knuiuyeckue npusHakm u cMMNTOMBI, YKa3bIBaKOIWHUE HA Ha-
nuyue JIr

Bce knuHnyeckue cumntombl J1I, BbIBASEMbIE NMPU Paccnpo-
Ce U 0CMOTpe 60JIbHBIX, He ABMAKTCA NaTOrHOMOHUYHBIMM, HTO
4aCTO 3aTPYAHSAET PaHHION AMArHOCTUKY. CnekTp KNUHUYECKUX
CUMMNTOMOB — 0fiblLLIKA, CNAbOCTb, MOBLILEHHASA YTOMISAEMOCTb,
60nu B 06MaCTK CepAaLa, roNIOBOKPYXXEHNE U CMHKONANbHbIE CO-
CTOSIHNA — 0BYCIIOBMEH, IMaBHbIM 06Pa30M, [BYMSI OCHOBHbIMM
NPUYKHAMMN — 3TO HAPYLLUEHHBIA TPAHCMOPT KUCOPOAA U CHUKE-
HUEe CepAeyHOro Bbibpoca. Kpome TOro, XapakTepHbIMU CUMMTO-
mamu JTT 9BRS0TCA Kallenb 1 KpOBOXapKaHbe.

Ha Ha4anbHoM 3Tane 3a60neBaHne MOXET NpoTeKaTb 6eCcuM-
NTOMHO, TeM He MeHee, OfbILLKA NP PU3NYECKNX HArpy3Kax sB-
nseTca Haubonee 4acTbIM CUMNTOMOM Jie6t0Ta 3a601eBaHNS.

OfblLLIKA MHCNIMPATOPHOIO XapakTepa BbIPaXXeHa B PasnnNyHON
CTEMNeHN: 0T MUHUMAITbHOMN, BOZHUKAIOLLIEN IULLb PN 3HAYUTENb-
HOM Harpyske, 0O VMEIOLEN MECTO AAXE B NMOKOE W Npu He3Ha-
4NTENbHBIX YCunusx. Kak npasuno, ¢ Te4eHnem 60516341 OfblLLIKa
NPOrpeccuBHO HapacTaet. [1pu 3TOM NPUCTYNOB YAYWbS 06bI4HO
He HabnoaaeTcs.

bonn B rpyan y naumentoB JII 06bIYHO UMEIOT HEONPedeNeH-
HbIA XapakTep: AaBsLLMe, HOWLLWE, KONOLMe, CXXUMatoLLMe; 6e3
YETKOro Hayana, npoAo/KUTENIbHOCTbIO OT HECKOSIbKUX MUHYT
[0 CYTOK, YCUINBAKOTCA NpU PU3NYECKNX HArpy3Kax, 06bI4HO He
KYNUpYoTCA NPUeMoM HUTpornuLepuHa. Y paga naumeHTos ¢ JIT
0TMEYatoTCs TUMWYHbIE NPUCTYNbl CTEHOKAPANA — MHTEHCUBHBIE
NPUCTYNO06PA3HbIE BOSTM CXXMMAIOLLIEr0 XapakTepa, I0Kanuayto-
LLMecs 3a rpyauHORM, MHOMAA MPPaguupytoLLme B IEBYIO NonaTtky
W JIEBYIO PYKY, Y4TO MOXET MAacKupoBaTh ULIEMUYECKYIO 60Me3Hb
cepaua v faxe oCTPbIA MHAPKT MMoKapaa.

bonee yem y nonoBuHbI 60NbHbIX JIT 0TMEYaKOTCs ro/10B0KPY-
JKEHME 1 06MOPOKM, NPOBOLIMPYEMbIE (DM3MYECKOA Harpy3KOM.
06bl4HasA NPOACIHKNTENLHOCTE 0OMOPOKOB A0 2-5MUHYT, MHOrAA
00 20-25MUHYT. BONbLIMHCTBO 60JbHBIX XanyeTcs Ha cepaLetm-
eHue n nepebon B pabote cepaua (npu atom Ha IKI 3nokade-
CTBEHHbIE HAPYLUEHMS PUTMA, KaK MpaBusio, He PerucTpupyoTcs,
Yallle — CUHYCOBaA Taxukapams).

Kaiwenp 0TMeyaeTcs y Tpetu 6onbHbiX ¢ JII, cBA3aH, no-
BUAMMOMY, C 3aCTOAHbIMM ABNEHUAMU W NPUCOEANHEHWNEM BOC-
NanuUTeNbHbIX U3MEHEHWI B NErkux 1 6poHXxax. KpoBoxapKaHbe
(8o 10% 60nbHbIX ¢ JTT) 06bI4HO BO3HMKAET OAHOKPATHO, HO MO-
XKET NPOJ0SIKaTbCA HECKOMbKO AHEN, CBA3AHO Kak C TPOMO03M-
60nMAMU B MeNKWe BETBU JIErO4HOI apTepun, Tak U BCIeACTBUE

paspbiBa MeSIKMX JIEr04YHbIX COCYLO0B B CBA3M C BbICOKOW JIT.

Mpu dmankanbHOM o0cMOTpe naunenTos ¢ JIT Hanbonee 4acTo
BbISIB/INETCSA AKPOLMAHO3, NPU SUTENIbHOM TEYeHWUN 6ONe3HN —
N3MeHeHWe hanaHr nasblies No TUNy «6apabaHHbIX nanoyek» n
HOTTeN B BME «4ACOBbLIX CTEKON», U3MEHEHWe POPMbl rPYLHON
KNeTKN y 6O0MbHbIX C 3MANU3EMOR nerkux («6o4KkoobpasHas»
rpyaHas knetka). Mpu pa3suTun NpaBoXXenya04KoBon cepaeyHon
HEeJO0CTaTOYHOCTM Y BOJSIbHbIX OTMEYAKTCH HabyXLine LWeliHble
BEHbI, renatomeranus, nepudepuyeckne otekn, acumt. Mpu ay-
CKynbTauuu ¢ 60NbLWION [OME BEPOATHOCTM MOXHO YCTAHOBUTD
HanW4yue NaTonoruu nerkux W cepaua, a TakxKe BbIPAKEHHOCTb
JIT. XapakTepHbIMU ayCcKyNnbTaTUBHbIMW Npu3Hakamu JIIT aBns-
t0TCA aKLEHT |l TOHa Hagd N1ero4Hoi apTepuen, MAHCUCTONTMYECKIMIA
LIYM TPUKYCNUAANBHON HEA0CTATOYHOCTH, WYM [pexema-Ctunna.

CMMNTOMBI, CBA3AHHBIE C CONYTCTBYIOWMMU 3a6oneBaHNAMMU

OpTONHOS M NapoKcM3MarnbHOe HapacTaHWe OAbILLKW B HOY-
Hble 4acbl YKa3bIBAOT HA MOBbLILIEHNE BEHO3HOIO [aBNEHUS U 3a-
CTOiHble SABJIEHUS B MaJIOM Kpyre KpoBOoOOpaLLeHUs BCNeACTBUE
NopaXKeHWs NeBbIX OTAENOB cepAua. ApTpanrnu, KOXHble npo-
ABSIEHNSA, NIMXOpajika 1 Apyrue CUMNTOMbI 3a6051eBaHNA COeam-
HUTENIbHOM TKAHW YKa3blBAKOT HA CBA3b OfbILLKN C CUCTEMHbIMM
3a60NeBaHUAMMN COEANHUTENTbHOM TKaHW. Xpan 1 HOYHOE arnHoa,
CBA3b OAbILLKN C HAPYLLEHUAMM AblXaHWS BO BPEMS CHa TpebytoT
NpoBeJeHNs NOANCOMHOrpaPUYecKoro ncenefoBaHus.

CumnTOMBI NpOrpeccupoBaxnsa 3abonesasus

OTeKn HMKHWUX KOHEYHOCTEN, aCLMT, CHUXKEHWEe anneTuTa, Bbl-
PaXeHHas CcnabocTb CBUAETENbCTBYIOT O AMCHYHKLMN NPaBoro
XKeNya04Ka, HapacTaHUu CTeneHn TPUKYCNUAANbHO| HeaoCcTaTos-
HOCTW. 1N OLEHKU AUHAMUKM TeHeHWs 3aboneBaHus U apdex-
TUBHOCTW NPOBOAMMON Tepanunm Heob6X0AUMO KOJIMYECTBEHHO
OLIeHMBATb TOSIEPAHTHOCTb K (OM3MYECKUM Harpyskam (doyHKUK-
OHanbHbIN KNacc, TECT 6-MUHYTHO XOAbObI).

AHamHecTH4ecKkue cBefieHus

Y4uTbIBas YCTAHOBNEHHbIN reHeTnYecknii acnekT J1AT, Heo6xo-
OMMO UCKITIOYUTb HaiMyme XapakTepHOW KNUHUYECKOA CUMMTO-
MaTUKK Y POLACTBEHHUKOB 60MbHOr0. CrieflyeT y4nTbiBaTh NOTEH-
UManbHbIn puck passutus JTAM npu npuMeHeHUI NeKapCTBEHHbIX
npenapaTos, TOKCUHOB (AHOPEKTUKM, PArcOBOE Macno), XMM1oTe-
panuu (unknodocdan, 651eoMULMH K fp.). [InarHo3 BbICOKO Be-
POATEH y 60JIbHLIX C cuMnTOMami JIAT, BO3HMKIOLLMMKM Ha (DOHE
CUCTEMHbIX 3a060J1eBaHNA COEAMHUTENbHON TKaHW, NOPTanbHON
runepTeHsuun, BNY-nHdekLnmn, BpOXAEHHbIX NOPOKOB cepaLua co
c6POCOM KPOBW CieBa HaNpaBo, BEHO3HbIX TPOMO030B.

Jrtan ll. Bepudpukaums gpuarxosa Jir

[Mpn 06HapYyXeHUN TeX UK UHbIX NATONOMNYECKUX USMEHEHNIA,
yKasblBaloLmx Ha Hanuyue JIT, Heo06Xo[MMO NPOBECTM P WH-
CTPYMEHTa/IbHbIX METO0B 06CNefj0BaHNA.

anextpokapanorpagma (3KI) BbISBNAET NPUSHAKKA TANEpTpPO-
(bum 1 neperpyskM NPaBOro »Xenynoyuka, gunataunuu u runepTpo-
tbum npasoro npeacepauns (p-pulmonale), OTKNOHEHWE 3MEKTPU-
4eCKOM OCW cepaua Bnpaso. [MnepTpons NpaBoro XXenyaouka
BbIABNAETCA Y 87%, OTKNOHEHWE ANEKTPUYECKOW OcW cepAua
BNPaBo — y 79% 60nbHbIX ¢ WIT. Y4utbiBas, 4to 4yBCTBUTESb-
HocTb JKI npu JIAT coctaBnseT nuwb 55%, a cneuuuyHocTb
— 70%, 3KI He BCeraa ABNAETCA METOAOM CKPUHWHIA B AUATHO-
ctuke JIAT. Y 60nbHbIX ¢ TAXKenon JTAT MoXeT 06HapyX1BaTbCs
HenameHeHHas KT

Ecnu nameHeHuns Ha IKI BOZHMKAIOT NULLL MPU HANMYUK A0CTa-
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ONATHOCTUKA U JNTIEYEHUE JIEFTOYHOW MAMEPTEH3N
DIAGNOSIS AND TREATMENT OF PULMONARY HYPERTENSION

TOYHO BbIP@XEHHOW rUMepTpodMn nNpaebiX OTAEN0B cepaua, To
C NOMOLLbHO BEKTOPKAPANOrpaghuy MOXHO SUArHOCTUPOBATbL 3TN
M3MEHEHNs B 60Nee paHHUX cTaamax. @oHoKkapanorpaghnyeckoe
uccneoBaHne NO3BONSET He TONbKO AWMArHoCTMpoBaTb runep-
TEH3WIO WAW TUNEePBOSIEMUI0 B ManoM Kpyre KpoBOOGOpALLEeHUS,
HO W OTHOCUTESIbHYI0 HeJOCTaTOYHOCTb TPUKYCNUAANTBHOIO Kna-
naHa 1 Knanaxa fero4yHoi apTepuu, a TaKkKe o6HapyxmeaTb npu-
06peTeHHble 1 BPOXEHHbIE NOPOKM Cepaua, BbidbiBatowme JI.

PeHTreHorpaghms opraHoB rpy[Houi KIeTKM NO3BONSAET YTOH-
HUTb 3TMonoruio JII: BbIABUTL UHTEPCTULMANBbHBIE 3a60MeBaHNS
Nerkunx, NpuobpeTeHHbIe 1 BPOXXAEHHbIE MOPOKM Cepaua, a Takxe
cyautb 0 Tshxecti JII. OCHOBHbIMI PEHTFEHOMOrMYECKUMU NpK-
3Hakamu JII aBnaoTCA BblGYXaHWe CTBOSA U NEBOWN BETBU J1eroy-
HOW apTepum, KOTopble (DOPMUPYIOT B NPAMON npoekuuu I ayry
Mo NeBOMY KOHTYPY Cepfua, pacLunperne KopHei nerkux, yenu-
YeHue npasbix 0TAeNoB cepaua. Y 90% 6onbHbix UITT Ha MOMEHT
YCTaHOBJIEHMSA 1MarH03a, y 60bHbIX ¢ MArkoii J1I Bcneactene 3a-
6onesaHuii neBbIx 0taenos, npu JIBOb peHTreHonornyeckas Kap-
TWUHA NErkux 1 cepaLa MoXeT 6bITb He M3MeHeHa. Y 60MbLUMHCTBA
60nbHbIX VT 0TMEYaeTCs NOBbLILIEHNE NMPO3PAYHOCTH JIETOYHbIX
nonen Ha nepudepun 3a cHeT 06eAHEHNS NErOYHOI0 PUCYHKA.

TpaHcTopakanbHas axokapanorpagus (3xoKl) cumtaetcs Haum-
60onee LEHHbIM HEWHBA3MBHbIM METOAOM AuarHocTuku JIT, Tak
KaK He TONbKO NO3BOMSAET OLEHUTb YpoBeHb [J1A, HO 1 [aeT Bax-
HYI0 MHCGYOPMALMo 0 MpUYMHE U 0cOXHeHMsaX JIT. C nomoLbto
9TOr0 METOa MOXXHO UCKMOHYNTb NOPAXKEHWUA MUTPANbHOr0, a0p-
TJIbHOr0 KNanaHoB, 60ne3Hn MmokapAa, BINC ¢ wyHTUpoBaHnem
KPOBW CrieBa Hanpaso, npusofaLLmne K passututo JI.

Y naumenTos ¢ J1I BbIABNAETCS pacLUUPEHne NONOCTEN NPaBoro
npencepans u npaesoro xenygoyka (MXK), yTonuienue nepesHen
CTeHKN DK, U3MeHAETCH XapakTep ABWKEHUS MEeXOKeny[o4uko-
BOil NeperopofKu: B CUCTONY OHA CMELLAETCA «NapajoKcanbHo»
B CTOPOHY NPABOro »enynoyka.

Jonnneporpadus no3BosfeT U3MepUTb CKOPOCTb KPOBOTOKA B
cepaue, 4To B CBOK 04Yepeib AAaeT BO3MOXHOCTb HEMHBA3WBHO
onpenenutb [J1A. Hanbonee TecHas Koppensuws mexay pac-
YETHbIM W «NPAMbIM>» U3MEPEHUEeM CUCTONNYECKOr0 AaBfieHNs
B NEr04HON apTepuu 6bina nonyyeHa Npu onpefesieHn Bennyu-
Hbl CUCTONIMYECKOrO AABJIEHUS B NErO4YHON apTepuit No CTeneHun
TPUKYCNUAANBHOA  peryprutauuu ¢ nOMOLLbI0  HenpepbIBHO-
BOSIHOBOrO Metofa. lMpu OTCYTCTBMM O6CTPYKLUM BbIHOCALLE-
ro TpakTa npaBOoro >Xefyaodka no CTeneHW TPUKycnuAanbHOW
peryprutaumm MoXHO pacyeTHbIM NyTeM OMPeaennTb BeNUYuHy
CWUCTONIMYECKOro AaBfeHns B fiero4yHoi aptepum (CONA) ¢ no-
MOLLbK0 MOANCNLMPOBAHHOTO ypaBHeHUs bepHynnu: AP= 4V?,
roe AP — rpagneHT faBneHus 4epe3 TPeXCTBOPYATbIA KnamnaH ,
V — CKOpOCTb TPUKYCNUAANBHONM peryprutaumn B M/c. [Ans nog-
cyeta GJ1A mMeToa0M OnpeaeneHns rpagneHTa JaBneHus Yepes
TPUKYCNMAANbHBIA KNanaH K rPpagneHTy A0SKHO 6bITb 06aBIIEHO
Jasnenue B npasom npeacepaumn (AMM). Mo coBpeMeHHbIM pe-
komeHaauusam GOJTA onpefensioT ¢ y4eTOM AaBieHUs B HUDKHER
nono BeHe (HIMB) u ee konnabuposanus Ha Baoxe. ccnegosa-
Hue HIB no3sonsieT 06bEKTUBM3UPOBATH SABJIEHUS 3aCTOS KPOBY
B 60NbLIOM Kpyre KpOBOOGPALLEHMS, @ TAKXKe KOCBEHHO OLEHUTD
YPOBEHb CMCTONNYECKOro [aBfeHns B NpPaBOM Mpefcepauu, 1o
€CTb LieHTPanIbHOro BeHo3Horo faenenus (LBL). Wccneposanue
NPOBOAAT M3 CyOKOCTANbHOr0 [OCTYNA, [ATYMK YCTaHABNMUBAKOT
NOA MeYeBUAHbIM OTPOCTKOM M OPUEHTUPYIOT B MO3ULMW ANNH-
Hoi ocm HIB. [Quametp HIB ymeHbLUaeTCs Ha rny6oKOM BLOXE,
Korfa oTpuuaTeNibHOe AaBfieHne B rpyAHON KIeTKe BefeT K yBe-

NnYeHno HanonHenus MXX n3 cuctemHbix BeH. Quametp HIB u
NPOLEHT YMEHbLUEHWS AMaMeTpa BO BPeMSA BLOXa KOPPENUPYT
C JaBneHuem B npasom npefcepauu (AMM). Y 3goposoro ye-
noseka npu HopmanbHoM AN, paBHOM 06bI4HO 5 MM pT. CT.,
anametp HIB meHblue 1,7 CM 1 OH cnagaetcs noce rny6okoro
Baoxa 6onee 4em Ha 50%. lMpu HanUuMm NpaBOXXENyno4KOBOM
HEJOCTaTO4YHOCTH, NOBbLILIEHUN KOHEYHO-ANACTONNYeCKOro Aas-
nexus B MK u OMMM, Habntogaetcs 3aTpyaHeHne npuToka Kposu
K cepauy. Moatomy konnaéuposanune HINB Bo Bpems BLOXa CyLLe-
CTBEHHO YMEHbLLIAETCA, YTO ABNAETCA NOKa3aTenem 3acTos KPposu
B BEHax 60/bLLOr0 Kpyra KpoBOOOPALLEHN U CBUAETENbCTBYET
0 nosbiwenun OMM (UBA). Ounartaums HIMB 6onee 1,7 cm npu
HOpPManbHOM pecnupaTopHoM Konnance 6onee 50% npeanona-
raet cpegHee ysenuyeHue gasnenus B 1 (6-10 mm pr. cT.). Ecnu
pecnupaTopHbIii konnanc meHee 50%, aasnetue B M1 cocTasns-
et o1 10 oo 15 mm pT. cT. HakoHew, aunatauus HIB 6e3 konnanca
Ha BOXe NpeAnonaraer 3Ha4NTeNbHOE YBeNMYeHUe faBiieHuns B
MM 6onee 15 mm pT. cT. HanpoTuB, yMeHbLLIeHKe fuametpa HIB
(06b14HO MeHee 1,2 CM) CO CNOHTAHHbLIM KOJI1abpoBaHNEM 4acTo
Habngaetca npu ymebLieHmn OLK.

Mpu onpefeneHn BOCNPOWU3BOAUMOCTYM CheayeT 06paTuTh
BHUMaHWE Ha JOCTATOYHO 3Ha4YKMMYH owmnbKy npu pacyete GOJTA
(4,9-8 MM pT. CT.) METOLOM OMNpefeneHus rpaguenTa AasneHns
Yyepe3 TPUKYCNUAANbHbLIA KNnanaH. Takue MOrpeluHocTH MoryTt
TONbKO OTHACTU MPUMUCHIBATLCA HEOAHOBPEMEHHOCTU MHBA3WB-
HbIX 1 JONNIEPOBCKUX UCCEA0BAHUIA N CYOBEKTUBHOCTU CKO-
POCTHbIX M3MepeHuin. Bocnpoussoaumocts nsmepenuns LA ye-
pe3 TpUKyCnmaanbHbIA KnanaH 3aBUCMT B OCHOBHOM OT KayecTBa
3anucu JonnaepoBCcKoro crexrpa.

Cnctonuyeckoe faBsrieHMe B MPaBOM KeNyao4ke Y 3[40POBbIX
nofen B Bospacte 1-89 net cocrtasnser 28+5 mm pr. cT. (15-57
MM pT. CT.) U YBESINYMBAETCH C BO3PACTOM M YBENUYEHNEM UH[EK-
ca maccel Tena. TpukycnuaanbHas peryprutauns onpegensiercs
y 6onbwmHeTBa 60mbHbIX ¢ JIT (74%) B uccnefnosanusax ycra-
HOBJIEHA KoppenaunoHHas cessb (0,57-0,93) Mexay AasneHunem,
n3mepeHHbIM npu 30K 1 BO BpeMs kaTeTepu3auum npasbIx OT-
[Ie10B cepAaua 1 NeroYHomn apTepum.

BHyTpMBEHHOE BBELeHIe P13M0I0rn4ecKoro pacTeopa no3go-
NsieT onpeAeniuTb OTKPbITOE 0BanbHOe OKHO, MM Tuna BeHo3-
HOro cuHyca. [Ins NoATBEPXAEHNUA HANMYNA OTKPBITOrO 0BaSIbHO-
ro okHa unu He6onbworo AMIM, oueHKM ero TOYHOrO pa3mepa
TpebyeTcs npoBeaeHmne YpecnuiiesogHon IXOKT.

OueHka remofMHaMNKK

KateTepusaums npasbix 0taenos cepgua (KMNOC) nomkHa npo-
BOAMTbLCA BCEM 60NbHbIM JTAI AN NOATBEPXKAEHWUS LMarHo3a,
OLIEHKMN TSXKECTH, PEeLLEHKs BONPOCca 0 BbI6OPE NaTOreHeTUYecKon
Tepanun 1 OLeHKU ee 3OeKTUBHOCTU. PekomeHyeTcs NOBTO-
psTb KMOG ans noaTBEPXXAEHNS KNMHUYECKOro YXYALLIEHMS, Ans
peLueHns BoNpoca 0 HeobXoAMMOCTW Ha3HavyeHuss KOMBMHUPO-
BAHHOM Tepanuu.

Ha arane sepudpukaumm puardosa KMOC nposogutcs ans
OLIEHKM TSKECTU reMOANHAMUYECKUX HAPYLLEHWIA N NPOBeLeHNs
TECTOB Ha Ba30PeaKkTUBHOCTb. Heo6X0AMMO OLeHMBATL Criefyto-
LLne napameTpbl: AaBfieHne B NpaBoM NpeAcepavu, faBneHue B
NIEr04HON apTepumn (CUCTONNYECKOE, AMACTONIUYECKOE, CPEJHEe),
[aBJieHNe 3aKNnMHUBaHWA B neroyHon aptepun (O3/1A), cepaeu-
Hblil BbIGPOC (METOAOM TEPMOAMSTIOLMN MK METOAOM No PuKy
B C/Ty4asX HanM4ms CUCTEMHO-NEroYHbIX WYHTOB), Al fero4Hoe
1 CUCTEMHOE COCYAUCTOE CONPOTUBIIEHUE, HACBILLEHNE KNCNOPO-
[OM apTepuanbHO U BEHO3HOW KPOBM (a TaKXe KPOBM N3 BEpX-
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EBPA3NCKUN KAPONOJIIOMMYECKU >XKYPHAI
EURASIAN HEART JOURNAL

Hel Nonoit BeHb! NPY CUCTEMHO-JTETrO4HbIX LLYHTAX).

NAT onpepensieTcs Npu cpeaHeM JAaBNEHUM B NIEFrOYHON apTe-
pun 6onee 25 MM pT. CT. B NoKoe 1 6onee 30 npu Harpyske, Aas-
nexumn O311A meHee 15 mm pt. ¢T., JICC 60nee 3 MM pT. CT./N/MUH.
(emuHnupl Byna). KaTeTepmaauus nesbIxX OTAE0B cepaLa Heo6xo-
AVMMa B Peaknx cnyyasx, koraa He yaaetca nameputb O3J1A.

Bepudomkaumsa nuartosa J1II ¢ noMoLLbl0 KaTeTepusaumn npa-
BbIX 0TA€N0B cepAua Heobxoauma s 605bHbIX ¢ MArkon JII no
AaHHbIM A0NNAEPOBCKOro nccnenoBanus, umetowux Il u il ®K
(BO3) ans onpeneneHns TakTUKKM neveHmns. Y 601bHbIX C yMEpeH-
HO 1 TsKenoit J1T npoBefgHNe KaTeTepusauumn npasbIx OTLEN0B
ceplua ¢ onpeaeneHnem reMoanHamMmn4ecknx nokasateneii Heoo-
XOAMMO [J191 OLieHKM NPOrHo3a.

lMoBbILIEHHOE CpedHee [faBreHue B NPaBOM MNpeacepann u
cpeaHee fasneHue J1A, HUSKMIA CepAeYHbIA BbIGPOC U caTypauus
BEHO3HOM KPOBM KMCIIOPOAOM CBUAETENbCTBYIOT O XYALIEM Npo-
rHo3e 60sbHbIX VT

C nomoLbto ocTpbIx hapmakonorudeckux npob (OPI) Bo Bpe-
M$ KaTeTepu3auum npasbIx 0TAEN0B Cepaua 1 NIero4Hoin apTepumn
MOXHO ONpefennTb NOTEHUMANbHbIA YCrexX NeYeHns aHTaroHu-
ctamu Kanbumsa. Ons nposegeHus O®IT ucnonb3yoTcs KOpPOT-
KOZIEMCTBYIOLLME BA30ANNIATaTOPbI, BO3AEMCTBYIOLLME HA Manblii
KpYr KpoBooGpalleHus: npocTtarnaHand E1 n mHranaumoHHbIn
oKcup asora.

MonoxutenbHas 0D onpeaenseTcs Npu CHUXEHUN CPeaHEero
[OJ1A 6onee 4em Ha 10 MM pT. CT., AOCTKEHUN aBCONIOTHOI Be-
nn4nHbl cpegHero 1A meHee 40 MM pT. CT. NPW YBESIMYEHUMN UL
OTCYTCTBMM AMHAMWUKW CEePLEeYHOro Bbl6poca. ToNbKO 4YeTBEPTb
605bHbIX UJTT, KoTOpble MMET NosoXxuTenbHyo 0PI, MOXHO ¢
YCNexom [JSIMTENIbHO NeYnTb aHTaroHMCTamMm Kanbums. 113-3a Bo3-
MOXHbIX CEPbe3HbIX OCOXXHEHUI He CreayeT HasHaYaTb aHTaro-
HUCTbI KanbLua amMnupuyeckn 6e3 nposeaeHns 0PI

Y 60MbHbIX C XPOHWYECKON TPOMO0IMOONUEN NEro4HON apTe-
pun, BMNC Heobxonumo Takxe oueHusatb O ans onpeneneHuns
NOTEHUMANbHOIO yCnexa Tepanum aHTarOHUCTammn Kanbupms.

TpagnuUMOHHO aHrMONyNbMOHOrpatdnUA CYUTABTCA HaUy4LLINM
METOZAOM, NO3BOMSAKLMM YCTAHOBUTL NMOKA3aHUsA K 3HAAPTEPIK-
TOMUU. Y 60NbHbIX C NOAO3PEHNEM Ha XpoHu4eckyto TISIA, He
NOATBEPXAEHHYIO NPU CUMHTUIPAdOMM NErkux, Ans AUarHoCTUKM
ANCTanbHbIX 06CTPYKLWIA NEro4HOro COCyANCTOro pycna Lieneco-
06pa3HO MpOoBefeHNe aHrNonynbMOHOrpadun C CesleKTUBHbLIM
KOHTpacTUpOBaHWeM Npasoil U NIEBOW OCHOBHbIX BETBEW NEroy-
HOIA apTEepMN N aHANN30M B MHOXECTBEHHbIX NPOEKLMAX.

Puck ocnoxueHwnit MuHumaneH (<1%) npu Hanu4um BbICOKO-
CcneLnannua3mpoBaHHoOro nepcoHana, npUMeHeHU COBPEMEHHBIX
KOHTPACTOB.

Jtan lll. YeTaHoBneHue
KnuHuyeckoro knacca Jil

Cnepylowmin atan AUarHOCTUKW HanpasfieH Ha onpefenieHue
KnuHnyeckoro knacca JII ¢ y4eToM KIMHWYeCKON Knaccudmka-
LK, NpeacTaBneHHoi B Tabnuue 1.

Ha 9Tom 3Tane Heo6X04MMO MPOBECTW TPAHCTOPAKaNbHYHO
IXOKT, neroyHble (DYHKLMOHANbHbIE TeCTbl (ra3oBblil COCTaB
apTepuanbHoi KpoBK), BEHTUANALMOHHO-NEPMY3UOHHYIO CLMH-
TUrpachnto Nerknx, KOMNbIOTEPHYKD TOMOrpaduto, nynbMOHOAH-
rnorpacguio.

Wccnenosanne  hyHKUMM  BHELUHEr0 JibIXaHusi NO3BONSET
BbIIBUTb BKMaA MOPAXKEHWUS AbIXATeNbHbIX MyTel WK NapeH-
XUMATO3HOro 3a60neBaHuUs Nerkux B passutue JII: BbIABUTBL
06CTPYKTUBHbIE WM PECTPUKTUBHbIE U3MEHEHUS C Liebl0 Aud-
(bepeHunanbHon AuarHoCTUKKM JIT M YTOYHEHUS TSAXKECTU no-
paxeHus nerkux. [Ons 600bHbIX JII XapakTepHO YMeHbLUeHue
AndpdysnoHHon cnocobHocTM MoHokcupa yrnepofa (40-80%
0T HOPMbI), HEOGONbLUOE WU YMEPEHHOE CHUDKEHWUE JIeroYHbIX
06bEMOB, HOPMambHOE WU HE3HAYUTENIbHO CHMXKeHHoe Pa02
N 06bI4HO CHWXXEHHOE M3-3a a/bBEONAPHONA TUNEepBEHTUNALMM
PaC02. Mpn Hanu4um HeobpaTUMO 06CTPYKLUNM AbIXaTeSbHbIX
nyTen cemaeTenbcTByeT B Nonb3y XOBJ1 kak npuymuHbl runokcu-
yeckoil JII. CHuXeHHble NerodHble 06beMbl U AU dy3noHHas
CMNOCOBGHOCTb NErkux MOryT YKasblBaTb HA HANWU4YNE UHTEPCTULM-
anbHOro 3aéonesaHus nerkux. MpoBefeHne NOSIMCOMHOrpadum
NO3BONSET UCKITHOYMTb 0OCTPYKTUBHbIE HAPYLLEHWS BO BPEMS CHA
1 3NM304bl fecaTypaLmu.

BeHTnnaynoHHo-nepghy3MoHHasa CUMHTHIPAGINA NETrKNX

Y 60nbHbIX JIT MOXHO 06HApPYXWUTb Kak abCONOTHO Heu3me-
HEHHYIO KapTuHy, Tak W Hebonblune nepudepuyeckue cybeer-
MEeHTapHble AedeKTbl nepdy3nn 6e3 HapyLIEHHOW BEHTUAALMUN.
JTOT MeTo[ fABNAETCH Hambonee MHMOPMATMBHLIM B [AMArHO-
CTUKE KNWHMYECKOro Knacca 4 — XPOHMYECKO TpOMO0IME0UN
NeroYyHom aptepuu u ee BeTBen. Mpu 3ToM JedheKTbl nepdysun
06HapyXnBAOTCA B [JONIEBbIX U CErMEeHTapHbIX 30Hax. B aud-
(bepeHunansHoin auarHoctuke WIIT U XpoHWYeckon Tpom6o-
3M60NNN  YYBCTBUTESIbHOCTb  BEHTUALMOHHO-NEPY3NOHHO
cunHTurpadoum nerkux cocrasnset 90-100%, a cneuuduyHoCTb
— 94-100%. Y 601bHbIX C NAPEHXMMATO3HON BONE3HbID NErkux
nepdy3noHHble AeeKTbl COBNAJAOT C AedheKTaMu BEHTURALNM.

KomnbroTepHas Tomorpagms

KomnbtoTepHas Tomorpacpus (KT) wrpaeT BaxKHYW posib B
andppepeHunansHoin auarHoctuke J1I. O6ecneynBas fetanbHoe
N300paXKEHNe JIer04HOM NapeHXUMbl, MO3BOMSAET AMATHOCTU-
POBATb WHTEPCTULMANbHbIE 3a00N1eBaHNA NErkux 1 amusemy.
Mpu 3aCTOMHON N1eBOXENYLOYKOBON HELOCTaTOMHOCTA MOXET
06HapyXnBaTbCa PeHOMEH MATOBOr0 CTEKMa W YTONLIEHNE WH-
TepnobynspHbix cent. Ouddy3Hoe [OBYCTOPOHHEE YTONLLEHUE
WHTEPNOGYNAPHBLIX CENT, HAaMNU4Yue MeSIKUX, MI0X0 04epPYeHHbIX

Ta6nuua 2. OcTpble hapmakonornyeckue npobbl ANs OLEHKU Ba30peakTUBHOCTH Y 60nbHbIX JIT

Mpenapar MyTb BBEgeHus T1/2 CrapToBas fj03a JleyebHan go3a InutenbHoCTb
Mr E1 BHYTPWUBEHHbIN 3 MUH. 5 HI/KI/MUH. 10 30 Hr/Kr/MuH. 30-40 MuH.
oKcmp a3oTa WHTaNALNOHHbIIA 15-30 cek 10 ppm 20-40 ppm 5 MUH.

PPM — YacTuL Ha MUTITINOH B ra30BOoVi CMECH.
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OVATHOCTUKA U NEYEHME JNTEFOYHOW TMMNEPTEH3U
DIAGNOSIS AND TREATMENT OF PULMONARY HYPERTENSION

04aroBbIX TeHel yka3biBaeT Ha JIKIA.

KT no3BofifieT OLEHUTb COCTOSIHWE JIErOYHbIX MOJIei, a Takxe
cepAua u COCyHoB C MOMOLLBK KOHTPAcTMPOBaHMS MOJNOCTEN
cepAua u npoceeTa COCyA0B Npu BHYTPUBEHHOM BBefeHUu 80-
120 MmN KOHTpacTHOro BeulecTBa. KT-KapTWHA XPOHWUYeECKOW
TPOM603MO0NIMN — NONHAA OKKNO3uA JIA unu ee BETBEN, HANU-
4ne IKCLEHTPUYECKMX OeddeKTOB BCHeACTBUE TPOMOGO30B MM
peKaHann30BaHHble TPOMObI. TpK BbISBNIEHUN NPU3HAKOB XPOHU-
4ecKoi TPOM603IMO0NUM NEro4HON apTepuit 60MbHLIM NOKa3aHO
NpoBefeHNe aHrMonynbMOHOrpadum B JONOSTHEHUE K KaTeTepu-
3auun NpasbIx 0TAEN0B cepaua.

MaruntHo-pe3onancHas Tomorpaghua (MPT) vcnonb3yetcs y
60nbHbIX € JII AN OLEHKU NATONOrMYeCKMX U (PYHKLNOHANBHBIX
M3MEHEHWIT cepaLa n Nero4Horo KPoBooopaLeHns n 06bI4HO He
MCNONb3YeTCs B PYTUHHOI NPaKTUKe. [NaBHbIM NPEUMYLLECTBOM
MeTofa ABNSAETCA TPEXMEPHbIA (06LEMHbIN) CMOCO6 NONy4eHus
1306paxXeHnit 6e3 apTeakToB OT KOCTEM W NEroYHbIX MOnen,
BbICOKOE NMPOCTPAHCTBEHHOE paspelleHne, a Takxe OTCYTCTBUE
Ny4eBON Harpy3Ku, HEMHBA3UBHOCTb, ECTECTBEHHbI KOHTPACT OT
ABwxyLLencs kposu. Hawe scero MPT ucnons3syetcs npu o6cne-
noBaHum naumentos ¢ W, Tpomb60ambonMen neroYHon apre-
puUm, BPOXLEHHLIMM MOPOKaMK ceppila co CopoCcCoM KpoBK CreBa
Hanpaso.

Jran IV. Ouenka JII' (Tun, TONEPAHTHOCTD
K )U3N4ECKUM Harpy3kam,
remofMHaMnyeckue napameTpbl)

BonbHbiM ¢ JII HEOOXOAMMO NPOBOAWUTL PYTUHHbIE nabopa-
TOPHbIE TECTbl: BUOXMMMUYECKUIA 1 OBLLUWIA aHANNU3bl KPOBU, MC-
cnefosatb koarynorpammy, ypoBHu D-aumepa, aHTUTpOMOMHA
lll, npotenHa C Ans MCKNYeHW TpomMOOMUNNKM, OLEHWBATb
FOPMOHANbHYI0 (DYHKLUMIO LNTOBUOHOW >KEne3bl, Onpeaenstsh
TUTP aHTUTEN K choccponmnunaam (BOMYAHOYHbIA aHTUKOATYNSHT,
aHTuTeNa K Kapamonununy). MpumepHo Tpetb 60MbHbIX U ume-
tOT NMOBbILIEHHbI TUTP aHTUHYKNeapHbIX aHTMTen (MeHee 1:80).
bonbHble JT ¢ CyLeCTBEHHO NOBbLILUEHHBIM TUTPOM AHTUTEN UMK
NOA03PEHNEM HA Hanuyne CUCTEMHOrO 3a60neBaHMS COeaUHN-
TENbHOW TKaHW HYXXAAKTCA B KOHCYNbTaUMu peemaronora. Bcem
60NbHLIM B 0053aTENbHOM NOPSAAKE CleayeT NpoBOAUTL TECT Ha
BUY-uHdekumto.

AHann3bl KpOBH N UMMYHOJIOrHYECKNE MOKA3aTenn

AHann3bl KpOBU:

- 06LWMA (YypOBEHb reMornobuHa, SpUTPOLUTOB, reMaTOKPUTA,
NeNKoLMTOB, TPOMOOLNTOB),

- GUOXMMUYECKIMI (OLEHKA CYHKLMM NOYEK, NeYeHN, coLepxa-
HUS 6enka),

- UMMYHOMOMMYECKNA (aHTUTeNa K KapanonanunuHy, BOYaHOY-
HbIi AHTUKOArYNSAHT),

- Koarynorpamma Kposu,

- FOPMOHBI LUMTOBUAHON xenesbl, TTT,

- Ceponoruyeckuit Tect Ha B4

Y3U BHyTpeHHux opraHoB nNO3BONSET HALEXHO WCKMOUYUTb
LMPPO3 NEYEHN W/unn nopTanbHy runepTeH3nto. cnonb3osa-
HU1e LBETOBOI fonnneporpadun no3sonset auddepeHLMpoBarh
MACCMBHYK NOPTaNbHYK TMNEPTEH3NIO BCNEACTBUE MPABOXENY-
JI0YKOBOW CepAe4HON HeL0CTaTOYHOCT UIIN BCIEACTBIE BO3HUK-
HOBEHMS TPAHCMEYEHOYHOr0 BEHO3HOMO rpaaneHTa npu LUmMppose
neyeHn.

®DyHKUUOHANbHAA CNOCOOHOCTD

06beKTUBHASA OLEHKA (DYHKLMOHANBHOW CNOCOBHOCTY B0MbHbIX
JII Heob6xoauma Ans OueHKN THKECTH JII u JUHAMWUKKU KITMHUYe-
CKOro COCTOSIHWA Ha (pOHe NPOBOLMMOI Tepanuu. Mpu n3yHeHun
TONEPAHTHOCTN K (PU3MYECKUM Harpys3kam Hawnbonee 4acto uc-
Nosib3yeTcs TeCT 6-MUHYTHOM XOAbObI 1 KapANOnynbMOHANbHbINA
Harpy304HbIA TECT C OLIEHKOI ra3oobmeHa.

Tect 6-muHyTHON X08b6b1 (TEMX) — NpOCTON, AELLEBbIA, UMe-
IOLLMIA NPOrHOCTUYECKOE 3HaYeHmne. ductaHuusa B TEBMX ob6paTHo
KOppenupyeTt ¢ (OYHKUMOHANbHbIM Knaccom (BO3). TecT 06bI4HO
JONOJSTHAETCA OLIEHKOI OAbIWKM No bopry. CHuXeHWe HacblLe-
HUS KUCNOPOAOM apTepuanbHoi Kpoeu 6osiee 4em Ha 10% BO
Bpema T6MX yka3blBaeT Ha MOBbILIEHHBIA PUCK NETaNbHOCTW.
OuctaHuma B T6MX aBnsietca NepBUYHONM KOHEYHOW TOYKOI B
60MbLUMHCTBE MHOMOLEHTPOBBIX UCCIIeA0BaHNIA Y 605bHbIX JTT.

KapguonynsMoHanbHbIii HAarpy304Hbid TECT [AeT BO3MOX-
HOCTb OLEHUTb BEHTUAALNIO U ra3006MeH BO Bpems [031poBaH-
HOW (DN3NYECKOMN HArpy3Kkn (MHAEKC NUKOBOrO NOTPe6sIeHns Kuc-
NopoAa, aHaapoO6HbIiA nopor). Y 60nbHbIX JTT CHUXEHa BenMYMHa
aHa3pPo6HOro nopora v NUKoBoe notpebneHue Kucnopoaa. Kap-
ANONyNbMOHANTbHLIA HArPy304HbIA TECT paHee WCMonb30BascA
B MHOMOLEHTPOBbIX UCCNEA0BaHUAX, HO He [0Ka3an 04YeBUAHBIX
npenmyLects neped T6MX, Tak Kak TeXHUYECKM 60Jee CIIOXKEH,
He M03BONSAET OLeHNBATb 3 EKTUBHOCTb Tepanuu, a nosy4eH-
Hble pPe3ynbTaThbl 3aBUCAT OT OMbITa MEANLMHCKOr0 NepcoHana.

OueHka Tsxectu JIl

@yHKYNOHaNbHbIA Knace (PK)

Insa xapaktepuctuku Tshxect JII mcnonb3yercs (yHKLMO-
HanbHas knaccudukaums (BO3) — moaudMUMpOBaHHbIN BapuaHT
knaccucpukauum Hoto-Mopkekoit Accoumaumun Cepaua (NYHA),
NPeLSIOKEHHON A1 NauWeHTOB C HEeJ0CTaTOMHOCTbIO KPOBOO-
OpaLLeHus:

Knacc | — 60nbHble ¢ JTT 6€3 orpaHnyeHns omsnyeckoil akTue-
HocTW. O6bIYHARA (DU3NYECKasn aKTMBHOCTb He BbI3bIBAET NosBIIe-
HUE OAbILLKKM, €abocTn, 6011 B IPYAHOI KI1ETKe, roSI0BOKPYXe-
HuA.

Knacc Il — 6onbHble ¢ JIT, npuBoAasLLen K HEKOTOPOMY CHU-
XKEHMI0 (OM3MYECKOI aKTUBHOCTW. B NOKOe OHM oLlywaoT cebs
KOMMOPTHO, OAHAKO 06bl4HAs (PU3NYECKas aKTUBHOCTb COMPO-
BOX[AeTCA NOABNEHWEM OAbILIKKW, cnabocTu, 601U B rpyAHON
KNeTKe, rofI0BOKPYXEHUS.

Knace lll - 60nbHble ¢ J1T, npuBOAsLLEN K BbIP2XXEHHOMY Orpa-
HUYEHWNIO (DU3MYECKOM aKTMBHOCTM. Hebonbluas duanyeckas
aKTUBHOCTb BbI3bIBAET MOSABIIEHME OfbILLIKK, €nabocTn, 60m B
rPYAHON KI1eTKe, FON0BOKPYXXEHNA.

Knacc IV — 6onbHble ¢ JII He CNOCOOHbI BbINOMHATL NOGYHO
(huanyeckyto Harpysky 6e3 BblLLenepeqncneHHbIX KNUMHUYECKMX
cumnTomoB. OfbILKa UK cNabocTb MOTYT NPUCYTCTBOBATDL JaXe
B NOKOE, AMCKOMMOPT BO3pacTaeT Npu MUHUMASTbHOW Harpy3Ke.

buoncus nerxkux

lpoBefeHne Kak OTKPbLITO, TaK U TOPAKOCKONUYeCKON 6uon-
CWUU NErkux CONPSXKEHO C CYLLECTBEHHO MOBbLILIEHHLIM PUCKOM
OCJIOXXHEHWIA, B TOM 4uCe 1 (haTaNbHbIX. B PYTUHHONA KNMHNYe-
CKOM NpakTuKe 3TOT MeTo/ 06bI4HO HE MCMOb3YeTCH.
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[MABA 6. ®AKTOPbI, BJIALLWE HA NMPOrHO3

bOJIbHbIX JII

« OK (BO3)

 Hanunyne npu3HakoB npasoXxenyLovykoBON CepLeyHon Hefo-
CTaTO4HOCTK

« TonepaHTHOCTb K (OU3N4ECKUM Harpy3kam

« [InctaHuus B Tecte 6-MUHYTHOW X04b6bI

* YpoBeHb NUKOBOro NoTpe6neHus Kucnopoaa

« IxoKI-napameTpbl

« Hann4ne nepukapamnanbHoro Bbinota

« Pasmep npasoro npefcepans, NeBOro Xenygo4ka

« [emognHamnyeckne napameTphbl (JaBneHue B NpasoM npej-
cepauu, cpegnee [J1A, cepeyHbiit BbIGPOC)

« CaTypauus BeHO3HOI# KpoBM

« OTpuuatensHas 0@l

* AHanu3bl KpoBM

« [unepypukemus

* YpOBEHb HATPMIYPETNYECKOrO nenTnaa

« TponoHuH

« Hopagpexanuu

* JHAOTENNH-1

lporHo3 60nbHbIX

PekomeHpayetcs oueHnBaTth TXKecTb JIAI y 60MbHbIX C NOMO-
LB NaHenu AaHHbIX, BKITHOHAIOLNX NapameTpbl KNUHUYECKOrO,
(PYHKLMOHANLHOr0, reMoMHaMWUYeCcKoro craryca, ypoBHs 6uo-
Mapkepos, napameTpoB IXoKI. PekomeHLyeTcs NpPOBOAUTL pe-
rynspHble BU3UTbI HabMeHNs Kaxable 3-6Mec., B TOM YucCre y
60nbHbIX JIAI cO cTabunbHbIM Te4eHneM 60ne3Hn. PekomeHay-
eTCsl Lienesas ctparerus nevyeHus 60nbHoIx ¢ JTAT. Tak, B pesyrb-
Tarte JNIeYeHns XXenatenbHO Aocturate guctaHuum B T6MX 6onee
400 m. NMauweHtsl monoxe 50 et Ha poHe Tepanun 06bI4HO
CNoco6HbI NpoxoauTb 6oree 500 M, HECMOTPA Ha Hanu4ue TH-
xenon JIT n ancyHKUMM NpaBoro Xenygo4ka. Takum 6051bHbIM
PEKOMEHJYETCH NPOBOAMTL KapAuonynbMOHaNbHLINA TECT C OMpe-
[eneHnem nKoBOro noTpe6neHns KUCNopoaa, BEHTUNALMOHHOM
3(PMEKTUBHOCTU, MAKCUMATIBHOTO CUCTONMYECKOro AJl Ha BbICO-
Te Harpysku Wunm KatetTepusaumio npasbIx OTAEN0B cepaua ans
00bLEKTMBHOI OLEHKM (OYHKLMW NpaBoro xenygoyka. Onpenene-
HUEe YPOBHS GMOMApKEpPOB, 3XOKapAMorpapuyecknx u remomu-
HaMUYeCKUX NapameTpoB NO3BOMSAET ONPefennTb CTabuIbHOCTb
COCTOSHMA 60nbHOro. lapameTpbl, NO3BONAIOLME ONPESEnuTh
nporHo3 6onbHbIX ¢ JIAI, cTpaTterns gUHaMU4ecKoro Habnwoge-
HUSA NpeAcTaBeHbl B Tabnuuax 3 u 4.

Tabnuua 3. lMapameTpbl ¢ JOKA3aHHOI 3HAYUMOCTbH 111 OLEHKU TAXECTHU 3a00neBaHus, CTabUILHOCTN TEYEHMUA,
npor{o3a 6onbHbIX ¢ JIAT

Jly4wmit nporHos

lMporHocTuyeckne hakropbl

KnuHn4eckmne npm3Haku npaBoxXxesyno4KkoBon

XyALwuuii nporyo3

i CepleYHON HeJ0CTaTOYHOCTH B
MeAaneHHbIi Temn NporpeccyUpoBaHnsi CUMNTOMOB BbicTpblil
Her CuHkone Ectb
Al ®K (BO3) v
> 500 m* [lnctaHums B Tecte 6-MX <300 m

Mukosoe notpebnenne 0, >15
MI/MUH./KF

B Hopme

OTCyTCTBIE NEPUKAPANANBHOTO BbINOTA

CMCTONMYecKas SKCKYPCUs KombLia
TPUKYCMMAANBHOMO KNanaxa > 2 ¢M
[laBnexue B NpaBom
npeacepaumn < 8 MM pr. CT.

CepaeyHblii MHAEKC > 2,5 N/MUH /m?

KapanonynbMOHanbHbIN Harpy304HbIi TECT

YposeHb BNP/proBNP B nnasme kposu

Ix0oKI' napameTpbl

emMoanHaMU4eckme napameTpbi

Mukosoe notpednetue 0, <15
MIV/MUH./KT

Bbiwue HopMbI

Hanuuue nepukapamanbHoro Bbinota

CucTonmyeckas akckypeus Konblia
TPUKYCMUAANBHOTO KNnanaxa < 1,5 cm
[laBneHue B npaBom npeg-
cepauu > 15 mm pr. CT.

CepaeyHbiii HAEKC < 2,0 N/MUH /m?

* — B 3aBucumoctu ot Bospacta, BNP — Mo3roBovi HaTpuitypeTnyeckuii nentung.

| 14



ONATHOCTUKA U JNTIEYEHUE JIEFTOYHOW MAMEPTEH3N
DIAGNOSIS AND TREATMENT OF PULMONARY HYPERTENSION

Ta6bnuua 4. JuHamnyeckoe Habnroaexne 3a 6onbHbiMu ¢ JIAT:
peKkoMeHpyeMble METOAbl U BpEMEHHAA WKana

Ouexka knuHnyeckoro cratyca ®K (B03) WcxogHo
(no Ha4ana
Tepanum)
KT v
lMpoBegeHue Tecta 6-MX \
KapanonynbMOHanbHbINA Harpy304HbIil TECT \
Yposerb BNP/NT-proBNP v
AxoKr v
KateTtepusaums npasbix OTAENOB CepALa \

Kaxpbie 3-4-mec. Yepes 3-4-mec. B cny4ae
nocne Hayana unu KNNHUYECKOro
CMEHbI Tepanum YXYALIEHUA
y y y
v v v
y y
y y y
v v
y y

[MABA 7. NEYEHWE JIEFOYHOW TUNEPTEH3WUN

Ha npoTs)KeHUM MHOMMX [EeCATUNETUA B NEYeHWU BOJbHbIX
NI Ha6bnogancs KpainHe MeffieHHbIA nporpecc. Cutyaums cy-
LLIeCTBEHHO M3MEHWSacb B NOCNeAHWe rofdbl 6narofaps 3Hadqu-
TEJIbHOMY YBESIMYEHWIO YUCNA KOHTPONUPYEMBIX UCCNeA0BaHUIA.
AHTaroHUCTbI KarbLMs, aHTUKOAryNAHTbI, CepeYHbIe MUKo3napl,
KWCNOPOJOoTepanus B HACTOfLLEE BPeMs, HECMOTPS Ha OTCYT-
CTBWE COOTBETCTBYIOLUMX PAHLOMU3UPOBAHHBIX WCCNEA0BaHUN,
COCTaBMIAIOT CTAHAAPTHYKO TEpanuio, LUMPOKO MPUMEHSIEMYIO Y
60nbHbIX JIT. BMecTe ¢ Tem NOSBMNNCH HOBbIE FPYNMbl Jiekap-
CTBEHHbIX NpenapaTos, 3)(HeKTUBHOCTb W 6E30MaCHOCTb KOTO-
PbIX [JOKa3aHa pe3ynstatamu KOHTPOIUPYEMbIX UCCeL0BaHNIA.

7.1. 06wme pekomeHaaLmuu

[na Bcex 6e3 uckN4eHns 605bHbIX J1IT akTyanbHbl 06LLKe
pekoMeHAaLun, COBMI0AEHNe KOTOPbIX MO3BOSIAET YMEHbLUUTH
PUCK BO3MOXHOIO YXY/LLIEHUs Te4eHNs 3a601eBaHNS BCIIEACTBNE
OnpefesieHHbIX 06CTOATENIbCTB W BHELWHUX (DaKTopoB. VX posnb
CNOXHO NepeoLeHnTb. HYacto amarHo3 JII cTaHOBUTCA NPUYMHON
COLMANbHOI N30NALMUKU, NOITOMY MOTUBALMS BOSTbHBIX Y4aCTBO-
BaTb B CO0O6LLECTBAX 60/bHbIX KpailHe BaXKHA 191 NMOBbILLEHUS UX
YBEPEHHOCTM B ce6e, 06LLEro HaCTPOEHNS, COCTOSHNSA, 0BLLEHMS.

@Du3nyeckan aKTHBHOCTD

BonbHble ¢ JIT BOMKHBLI BbINONHATL HArPY3KW B npefenax Tom
(p13n4ecKoil aKTUBHOCTU, KOTOPAs BOSMOXHA UCXOAS U3 KNUHU-
YeCKOW cuMnToMaTuku. B noBCeAHEBHOW XMU3HW nauueHTbl ¢ JII
LO/KHbBI N36eratb BO3HUKHOBEHUS TaKWX MOTEHLMANIbHO ONACHbIX
CUMMNTOMOB, KaK BblpaXeHHas OfblLLKa, CUHKONE, 60N B rpya-
HOW KneTke. 3anpeLiarTcs (M3MYeckne Harpysku nocne egsbl,
npu HebnaronpusaTHOM TeMrnepaTypHOM pexume. B To xe Bpems
6onbHbIM JTT cnegyeT noaaep»unBath aieKBaTHOE COCTOSHIE CKe-
NETHON MYCKYNaTypbl, BbINOMHAS €Xe[HEBHbIE J03MPOBAHHbIE U
perynupyemMble U3nN4eCKNe Harpyski, He Bbi3bIBAKOLLME BbILLIEY-
Ka3aHHbIX CUMMTOMOB, 4TO CMOCOOCTBYET YNY4LIEHMIO Ka4yecTBa
XXM3HU 1 KITIMHUYECKOW cumnToMatukn. lNokasaHa ponb cneuu-
ANbHBIX MporpamMm no peabunutauun 60MbHbIX 415 YIyHLIeHNUS
nokasaresien uanyeckoro craryca. Heobxo4uMbIM YCNOBUEM
ABNAETCA NOCTOSHHBIA KOHTPOSIb MEAWULIMHCKOrO nepcoHana 3a
npoBefieHNeM Komnnekca peabunutauuu. ExxefiHeBHbIe [03UPO-
BaHHbIE W perynupyemble PU3nNYecKne Harpysku cnoco6CTByOT
YNYYLLEHWNIO KQ4ECTBA XXU3HU U CUMITOMATUKIN 3a60NEBaHUS.

bepemenHocTs, pogbl, 3aMeCTHTENbHAA TOPMOHOTEPANuS B
nocTMeHonay3anbHoM NEPHOAE CBA3aHbl C TOBbIWEHHbIM pU-
CKOM YXYILLEHUs Te4eHNs 3a6071eBaHNA U CMEPTHOCTH.

B cooTBeTCTBUM C MHEHWeM 3kcnepToB BO3 u pekomenpauu-
amun EBponeiickoro o6LiecTsa Kapanonoros 6epeMeHHOCTb Mpo-
TUBOMOKa3aHa 60nbHbIM ¢ J1T7, TaK Kak MatepuHcKast CMEpPTHOCTb
cocrasnset 30-50%. Bcem nauueHtkam ¢ JII penpoayKTUBHOrO
BO3pacTa A0/MKHbI 6bITb PEKOMEH0BAHbI COOTBETCTBYHOLLNE Me-
TOAb! KOHTpauenumun. Y 6onbHbix JII Hanbonee npeanoyTUTeNbHO
1CMONb30BaHNE 3CTPOreH-HEeCOAepXaLlmMx KOHTpauenTueos, 6a-
PbepPHbIX METOA0B KOHTpauenuun, npoBefeHNe XMpypruyveckon
ctepunu3auuu. MNpu OLeHKe Mep KOHTpaLenuuu BaXHO noayep-
KHYTb, 4TO 6apbepHble MeTOAbI 6€30MacHbl, HO He 06ecrneYnBaoT
HaZeXHOro KOHTpauenTuBHoro agdekra. Mpenapatsl nporecTe-
poHa (MeApOKCUMPOrecTepoHa auerar, 3TOHOrecTpen) adek-
TWBHbI 11 GE30MacHbl B CBA3M C OTCYTCTBMEM MOTEHLMANIbHOMO
pucKa, CBA3aHHOIO C NPMMEHEHMeM 3CTPOreHOB, KOTOPbIE paHee
NPUMEHANNUCL B OpalibHbIX KOHTpauenTueax. B 3HayuTenbHOM
Yucre UCCefoBaHnii He yOanoch BbIABUTb B3aMMOCBA3N MeX Iy
NCMONb30BaHNEM OPa/ibHbIX KOHTPALENTMBOB W BO3HMKHOBEHN-
em JII. bo3eHTaH MOXET CHWXaTb 3(PMEKTUBHOCTL OpanbHbIX
KOHTpaLenTueoB. [ns OOCTMXEHUA HafeXHoro adpdekra Le-
necoobpa3Ho coyveTaTb [Ba MeTofa KOHTpauenuun. Bo3moXHO
TaKXXe NPUMEHeHMe MHTpaBaruHanbHbIX npenaparos. B cnyyae
6epeMeHHOCTH 60MbHas LOMKHA 6bITb NpeaynpeXxxaeHa o BbiCO-
KOM pucke ¢haTaibHOro Ucxofa U Heo6X04MMOCTM MpepbiBaHMs
6epeMeHHOCTH.

3amecTuTeNbHasA rOPMOHanbHas Tepanus nokasaHa nauueHT-
kam JI B noctmMeHonay3e /b NPU BbIPaXKEHHbIX KUMaKTe-
PUYECKUX CUMNTOMAX W 0643aTeNbHO NPU YCIOBUI AOCTUXKEHMS
a[leKBaTHOI runokoarynauum ¢ nog6opom agekBaTHON aHTUKOA-
FYNAHTHOW Tepanuu.

Myrewectsus

MMnokeus ycyrybnset Ba3oKOHCTPUKLMO npu JII, noaTomy BO
BPEMS MOMETOB Ha aBuatpaHcnopte Ans 60mnbHbIX ¢ JIT Heobxo-
AMMO 06CyXKOaTb BO3MOXHOCTb MPOBEAEHNS AOMNOSTHUTENbHON
Kucnopogotepanuu. [10 HacTOSLLEro BPEMEHW He NPOBOAUNCH
K/IMHWYECKME WCCNefoBaHMs, KOTOpble Obl [OKasanun HeobXo-
OMMOCTb [OMONHUTENIbHO OKcureHoTepanun 60nbHbIM ¢ J1T BO
BPEMS aBuanepesieTos. TeOPETUYECKM, UCXOASA U3 pu3uonoruye-
CKMX acnekToB rMMNOKCUKM, MOXHO Npeanonararb, YT0 OHa Lese-
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coo6pasHa y 601bHbIX ¢ -1V dyHKunoHanbHbiM Knaccom (OK)
npu napuuansHom faasnedun O, B apTepuanbHOW KPoBU MeHee
8 kMa (60 mm pTt. ct.). CKOpOCTb 2 NI/MWUH. JOCTATOYHA Ans Mo-
BbILLEHWA [ABIIEHMsS KUCNOPOAA O YPOBHS, COOTBETCTBYHOLLErO
YPOBHIO Mopsi. Takum GONbHBIM OKCUreHoTepanus Heob6Xxoamma
npu nonetax Ha BbicoTe 6onee 1500-2000 m. Bcem nauuenTam,
COBEpLLANOWMM aBuanepesieTbl B ApYyrue CTpaHbl, BAXXHO PEKO-
MEeHA0BaTb UMETb Npu cebe MeAMLMHCKME AOKYMEHTbl 0 Auma-
FHO3e, MECTOHaXOXAEHUN OnMXaiLwero MectHoro ueHTpa JiI,
KOHTAKTHOM UHOpMaLuu C HAM.

lMenxonornyeckan nogAaepXKa n noMoLLb

bonbHble JTT NCNbITBIBAKOT CYLLECTBEHHbIE OrpaHNyeHns B ou-
314eCKOI aKTMBHOCTM MO CPABHEHMIO C TeM 06pasoM >XU3HU, K
KOTOPOMY OHW NPUBbIKIIN [0 BO3HUKHOBEHUs 6051e3HN. UHop-
Mauus 0 TsHKecTH 3a6oneBaHNs, NoNy4eHHas 60/1bHbIMU U3 HEMe-
OVLMHCKINX NCTOYHMKOB, MPMBOAMUT K MOBLILIEHHOI TPEBOre Min
[Eenpeccun, YT0 CYLLECTBEHHO CHUKAeT Ka4YecTBO MW3HW Takux
nauneHToB. [N ux agantaumn B XW3HW 1 06LLeCTBE, NOHUMAHUA
CBOEM 60J1e3HM NOKa3aHa NoMOLLb NCUXOM0ra UK neuxuarpa, a
TaKXXe NoAJepXKa Apyrux naumeHToB U nx cemen.

TpoghbunakTnka MHEKYNOHHBIX 3a601EBaAHNI

Bo3HIUKHOBEHME MHEBMOHMK ycyryonset Teyenue JII, Bcerga
TpebyeT npoBefeHNs 6bICTPO ANArHOCTUKN U HEMEANEHHOTO Ha-
yana aeKTUBHOro NeveHns. Y 7% 60nbHbIX ¢ JIIT NHEBMOHUM
ABNAOTCA NPUYMHON CMEPTENbHbIX MCX00B. CreayeT peKOMeH-
[0BaTb NauyMeHTaM BakLMHWPOBaHWE OT rpunna 1 NHeBMOKOKKO-
BOW MHDEKLMN.

Xupyprnyeckas nomouyb

MpeanoyTUTENIbHbIM BMOM AHECTE3KOSI0rMYecKoro nocoobus
ABNIAETCA anuaypanbHas aHecTesns, Kotopasi nepeHocuTcs 60nb-
HbiMK ¢ JTT nyywe, 4em o6Luas aHecTesns. Heo6xoaMMo oCyLLecT-
BNATb MepeBoj 60MbHbIX C MepopasibHOM Tepanuu Ha BHYTPU-
BEHHOE BBeJeHWe npenapatos. XUpypruyeckne BMeLLATeNbCTBA
CBfA3aHbl C MOBbILWEHHBIM PUCKOM Ans 601bHbIX ¢ J1T, 0C06EHHO
npu ®K 1V, a Takxe B Cny4ae TopakasbHOM UK a6A0MUHAIIBHON
onepauuu. Tepanuio aHTUKOArynsHTaMU CneayeT npekpaarb Ha
MakcUManbHO KOPOTKOe BpeMs. B nocneonepaunoHHoM nepuope
60sbHbIM ¢ JIIT 0653aTeNbHO NPOBOAUTCA NPOCIUNAKTUKA TPOM-
6030B rNMy60KNX BEH rONEeHel.

KonTpone ypoBHA remorno6uHa

bonbHble ¢ JII BbICOKOYYBCTBUTESIbHbI K CHUDKEHUID YPOBHA
reMornobuHa B KpPoBW, MO3TOMY [laXe HEBbIPAXEeHHas aHemus
TpebyeT 6bICTPOro 3PEKTUBHOr0 nedeHns. Y 6onbHbIX NI ¢
BbIP2XXKEHHOW TMNOKCKen, HanpuMep Ha ¢hOHe J1ero4HO-CUCTeM-
HbIX LUYHTOB, BO3HWKAET BTOPWYHBIA apuTpounTo3. Mpn ypoBHe
remartokpurta 6onee 65% 1 HanM4YMM CUMNTOMOB, YKa3bIBAIOLLNX
Ha MOBbILUEHHYIO BA3KOCTb KPOBW (FOSIOBHbIE 60NN, HapyLLeHue
KOHLEHTPALMN BHUMAHWS), NOKa3aHbl KPOBOMYCKAHUS.

1.2. JlexapcTBeHHas Tepanus

Cnepyet BbIOenuTb [Ba pasfena feKapCTBEHHON Tepanuun y
6onbHbIX JIM: noppaepxuBaiowan Tepanus (OpasbHble aHTUKO-
arynsHTbl U JesarperaHtol, AMYPETUKK, CEePAeYHbIE TMUKO3UApbI,
OKCUreHoTepanus) u cneuucpuyeckas Tepanus, BKITHOYAOLLAS
AHTArOHWUCTbI KaNibLiMs, NPOCTAHOWABI, AHTArOHMCTbI PELEenTOPOB
3HAOTESIMHA, MHIMBUTOPbI pocdoamnacTepasbl TUNA 5.

1.2.1.Noppepxusatowiasn Tepanus

AHTHKOArynaHTbI W fe3arperantbl

MokasaHns Ansa  HasHadeHUs OpaNibHbIX AHTUKOAryNAHTOB
(OAK) y 60nbHbIX JIT cBA3aHbI C TPagMLUMOHHBIMU (DAKTOpamm
PUCKA BEHO3HbIX TPOMBO3IMOONUIA, TAKUMU KaK CepAeyHas HeLo-
CTaTO4HOCTb, ManoNOABXHBIA 06pa3 XWU3HW, a TakxKe npeapac-
NOSIOXXEHHOCTbIO K TPOMOOTUYECKUM M3MEHEHUAM B NEr0oYHbIX
COCYyax — MUKPOLMPKYNATOPHOM pyCne W 3i1acTUHeCKNX neroy-
HbIX apTEPUSIX.

bnaronpuatHele addekTbl OAK y 60nbHbIX JIT nokasaHbl B
OAHOLEHTPOBbIX PETPOCMEKTUBHBIX MCCNEJ0BAHMAX Y GOMbHbIX
¢ WII n NAT BcneacTeue npuema aHOPeKTUKOB. B HacTosLlee
BPEMS UX Ha3Ha4eHue nokasaHo 6onbHbIM ¢ W, Hacneayemon
JIAT, accounupoBaHnHoii JIAT Ha hoHe npuema aHopeKTUKOB. Lie-
NEBON YPOBEHb MEXAYHApPOLHOr0 HOPManM30BaHHOIO OTHOLLE-
Hus (MHQ) npu WIT cocTasnset 1,5-2,5. Mpu apyrux opmax
JIT" pelweHne o HasHaveHU OAK [OMKHO B KOXXAOM Clyyae npu-
HUMATLCA UHAWUBWAYANIbHO HA OCHOBAHWM OLEHKN COOTHOLLEHUA
PUCK/3EKTUBHOCTb. B 4aCTHOCTU, ¥ BONbHBIX C NOPTONEroy-
HOU JI' BbICOK PUCK PasBMTUS KPOBOTEYEHUS M3 PACLLUUPEHHbIX
BEH NULLEBOJA.

Mpwn XTI uenesble yposHu MHO Ha choHe Tepanuu Bapgapu-
HOM COCTaBnsoT 2,5-3,5. B 2013 r. ans neyvexuns atoit kateropuu
60J/IbHbIX PEKOMEHA0BAHA Tepanus aHTUKOArynsHTOM MpsMoro
[eNnCTBMSA — NPAMbIM MHTMBMTOPOM (hakTopa Xa puBapokcabaHom
15 mr unu 20 mr. [poBOANTL MOHUTOPUHT NapaMeTPOB CBEPTbI-
BaHWs KPOBW He TpeobyeTcs.

B KayecTBe ansTepHaTuBbI BapapuHy y paaa nauuenTos ¢ JIT ¢
NOBbILIEHHbIM PUCKOM KPOBOTEYEHUI WN He NepeHOCALLMX 3TOT
npenapar, PeKOMeH0BAHO UCMOJSIb30BaTb HU3KOMOEKYNAPHbBIE
renapuHel. Han6onee JOCTYNHbIMU HU3KOMONEKYNAPHBIMU rena-
PUHAMK ABNAIOTCA HALOMApUH M 3HOKcanapuH. B Teyenue 1-ro
MecaLa Tepanuu NPUMeHATCS [03bl HagonapuHa 15000 UAXa
IC 2 pa3a B ieHb MNK 3HOKcanapuHa TMr/Kr Beca 2 pa3a B JieHb,
B NOC/IeyOLLEM — MeHbLUME NPOUNaKTNiecKmne Jo3bl: Hagona-
puH 7500 UAXa IC 1-2 pa3a B AeHb W 3HOKcanapuH 20-40 mr x
1-2 pasa.

HasHayeHue fe3arperaHToB BOSMOXHO Y 60JbHbIX J1AT, nmeto-
LLIMX MOSI0XUTENbHYIO NPO6Y Ha Ba30PeaKTUBHOCTb, NPU Henepe-
HocumocTn OAK. [pumeHeHMe KUCNOTbl aueTUicanuuuioBon
75-150 Mr He CONPsXKEHO C Heob6X0AMMOCTbH NabopaTopHOro
KOHTPONA. [peanoyTUTENbHO  MCMOMb30BaHWE  CeLmManbHbIX
(bopMm acnupuHa, 4To CBOAMT K MUHUMYMY PUCK YNbLEPOreHHOr0
ahdexra.

Anypernkn

MouyeroHHble npenaparbl NO3BONAOT YNYYLWINTL KNUHUYECKOE
COCTOsHME 60MbHbIX ¢ JTAT 1 peKOMeHLYIOTCA BO BCEX Chyyasx
pasBUTUA [eKOMNEHcauum npasoro xenyaoyka. OTCyTcTBUE paH-
[OMU3MPOBAHHbIX MCCNEJ0BAHNA OCTaBNSET 3a KIMHWLMCTAMK
npaBo Bbl6Opa KOHKPETHOro npenapara W Ao3sbl. [1o3bl anype-
TUKOB AO/MKHbI aKKYPaTHO TUTPOBATLCS BO U36EXaHWe Pe3koro
nageHns o6bema LMPKYIUPYIOLLE KPOBU U CHUKEHUS apTepu-
aNbHOro AasnieHuns. MpUMeHATCA neTnesble SUYPETUKN: ypo-
cemng 20-120 mr/cyTku, atakpuHosas kucnota 50-100 mr/cyTku,
Topacemug 5-20 mr/cytku. Lienecoobpa3Ho NpUCOeaNHEHWUE aH-
TarOHUCTOB ab0CTEPOHA: BEPOLLNUPOH 25-150 Mr, annepeHoH
20 mr. Bo Bcex cnyyasix HazHa4YeHus AMYPETUKOB HEOBX0AUMO
TLATENbHO KOHTPOSIMPOBATL YPOBHU 3/1EKTPOSTUTOB KPOBU, A TaK-
XK€ COCTOSIHNE (DYHKLMU NOYeK
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OxcurexHotepanns

Huskas catypauus O, BeHO3HOW KpOBM Y G0MbHbIX JTAT cBA3a-
Ha C HU3KMM CepheyHbIM Bbiopocom (CB) npu He3Ha4NTENbHOM
HapyLUEHNEeM BEHTUNALMOHHO-NEPCY3NOHHOTO COOTHOLUEHMS.
bonbWwrHCTBO NauneHToB JTAI UMEIOT HE3HA4YMTESTbHYI0 apTepu-
ANbHYIO0 TUNOKCUIO B NOKOE. VICKN0YeHneM ABNAOTCS NALMEHTbI C
NAT Ha dpoHe BIC, y KOTOpbIX BCNEACTBUE LWYHTUPOBAHUS KPOBW
Cnpasa Haneso pa3BUBAETCA peddpakTepHas K KMCIoponorepa-
nuu runokcemus. [lononHUTeNbHAs OKCUreHoTepanus B HOYHbIE
Yacbl He 0KA3bIBAET BIIMAHUS HA Te4eHMEe CUHAPOMA JA3eHMEH-
repa.

OkcureHoTepanus pekomeHayetcs 6onbHbiM ¢ JIT Ha dhoHe
XPOHWYECKO 06CTPYKTUBHOW 60ne3Hn nerkux (XOBJT), y koTo-
PbIX HEO6XOANMO IOCTVXEHME NapuuanbHoro Aasnexus O, B ap-
TepuansHom kpoBu 6onee 8 KIMA Ha NPoOTSXEHUN He MeHee 15
4acoB B CYTKW. BakHO NOCTOAHHO nopaepxusare catypauuto O,
Ha yposHe 90% u BbliLe. B am6ynaTtopHbIX YCIIOBUAX OKCUTEHOTe-
panus Heobxoguma AN YNy4leHUs KINUHUYECKON CUMNTOMATH-
K1, KOPPEKLMN ecatypauum npu pusnyeckoin Harpyske.

CepaeyHbie rnnko3ngbl M UHOTPONHBIE Npenaparbi

CHWXeHMe COKPATMTENIbHON CMOCOBHOCTM MPABOro Xenyao4ka
ABNAETCA OAHUM U3 BOXKHENLLX MEXAHU3MOB NPOrPeCCUpOBaHNSA
CeplIe4yHON HeJoCTaTOqHOCTM Y 60MbHbIX ¢ JIT, 4TO onpeaenser
noKasaHWa Ans Ha3Ha4eHUs CepAeyHbIX rMMKO3nA0B. KpaTkospe-
MEHHOE BHYTPUBEHHOE Ha3HAa4YeHWUe AMIOKCMHA Y 60MbHbIX ¢ U
BbI3bIBAET HEKOTOPOE MoBbIweHMe CB, a TakxKe CONPOBOXAAETCS
CYLLECTBEHHbIM YMEHbLIEHNEM YPOBHS HOpaLpeHanuHa B KpoBM.
[laHHble 0 pe3ynbTaTax AnuTeNbHOro neveHns 60nbHbIX ¢ ST cep-
[EYHbIMM IMKO3MAAMM NOKA OTCYTCTBYHOT. HasHavyeHWe OuUrok-
cuHa 0,25 Mr/cyTKN MOXET 6bITb PEKOMEH0BAHO [ YPeXXeHUs
XKEJTyA04KOBOr0 PUTMa NPU HaKenyn04KOBbIX TAXMAPUTMUSAX.

[lo6yTamuH y 60nbHbIX ¢ JTT MCNOMb3yeTCs NULWb B TEPMUHASb-
HOW CTafuW 3a6051eBaHMA U B PALE CNyvaes No3BONAET LOCTUYb
cTabunusalun coCToAHUS

7.2.2. Cneundpuyeckasn Tepanua

AHTaroHucTs! Kansyns

Ba3okoHCTpMKTUBHAA Teopus natoreHes3a JII 6asupyeTcs Ha
NPUCYTCTBMM TUNEPTPOIUU MESUN B NErOYHbIX apTepusax u ap-
Tepuonax, a TakXxe CHUXXEHWW NIero4HOro COCyamMcToro ConpoTuB-
NIEHUS NPW Ha3Ha4yeHUn BazogmnaratopoB. Q4eBUAHO, TOMBKO Y
MEHbLUEN YacTh 60MbHbIX JII Npu Ha3Ha4YeHUM Ba30AMNATATOPOB,
B YaCTHOCTW aHTarOHMCTOB KaibLins, BO3MOXHO LOCTUYb KINHU-
YECKW 3HAYMMOr0 CHUXKEHUS [aBNeHNs B IEro4HOM apTepuu.

bnaronpusaTHble KNMHWYECKWEe U NPOrHOCTUYECKUE 3CHCEKThI
AHTAroOHWUCTOB KanbLns, NPUMEHSIEMbIX B BbICOKUX 033X Y 60/b-

HbIX JII ¢ NONOXMTENbHON OCTPOI NPO6OR, OblN NOKasaHb! B
OJHOLIEHTPOBbIX HEKOHTPONMpYeMbIX uccrnefoBaHuax. K ducny
PEKOMEH[0BaHHbIX B HACTOfLLEE BPEMS aHTarOHWUCTOB KanbLns
OTHOCATCA [iBa Npenapara — HUADEAUNUH U UNTUA3EM.

Bbi6op B MOMb3y OAHOr0 U3 HUX ONPeSenseTca UCXOAHON Ya-
CTOTOW CepAeYHbIX COKpaLLeHUA. MauueHTam ¢ 4acToToN cepaeu-
HbIX COKpaLLEHMI B NoKoe mMeHee 80 yaapoB/MUH. CNeayeT peko-
MeHA0BaTb HU(EeAUNUH B NPOSIOHIMPOBAHHBIX (DOPMAX, a TaKXe
AHTaroHMCTbI Kanbuns AuruaponupuanHoBoro paga Il nokone-
HUSA. AMITOQUNUH ABNAETCA NpenapaTtom BbI6oOpa Ans naunueHToB
JIT" ¢ aBneHnaIMN NpaBoXXEeNya04KOBON CepAeYHOI HEA0CTATOYHO-
cTi. CyTo4HbIe J03bl NPenapaTos, okasasLume 3¢HeKTUBHOCTb,
J0CTaTO4HO BbICOKUE: Ans HUdpeamnuHa — 120-240 mr, ansg amno-
aunuHa — no 10-15 mr. Mpn 0THOCKTENbHOR Taxukapaum (4acTo-
Ta CepAeyHbIX CoKpaLLeHnii B nokoe 6onee 80 yaapoB B MUHYTY)
CcneflyeT 0TAaTh NpeanoyTeHne auntuasemy B fose 240-720 wr.

TuTpoBaHue A03bI Npenapara AoMKHO NPOBOANTCS NOCTENEHHO
B TEYEHME HECKONbKMX Heflenb [0 MakCUMabHO NepeHOCUMBIX.
VHorga cucTemHas runoTOHUS, OTEKW FONeHer W CTon npensT-
CTBYIOT YBESIMYEHUIO [JO3bI.

BaXHO NOAYepKHYTb, YTO Tepanus aHTaroHMCTamu KanbLus
JO/DKHA HAYMHATBCA NOJL CTPOrUM remMoANHAMUYECKUM KOHTPO-
nemM ToNbKo 60nbHbIM JTAT, 0TBEYAKOLUM HA NPUMEHEHNE BA30-
ANUNaTaTopoB B OCTPOI npobe. Tepanus aHTaroOHUCTamMmM KanbLns
NoKa3aHa: nauneHTam ¢ cepaeyHbiM nHaekcom 6onee 2,1 n/mMun/
M? W/unu caTtypaumeil BeHO3HOI Kposu 6onee 63% w/unu aas-
fleHMeM B npaBoM npencepaun menee 10 MM pT. CT. U C NOMO-
XKUTENbHbIM OTBETOM Ha OCTPOE Ha3HayeHwe Basofunararopa.
lMaumeHTbl, Hannyywum o06pa3om pearmpytoLe Ha Has3HaYeHue
AHTarOHWCTOB KasbLMs, Kak NpaBuno, LeMOHCTPUPYIOT CHUXKe-
HUEe [JaBNIEHUS B NEro4YHOW apTepui W Nero4yHoro COoCyaucToro
conpoTueneHns 4o 50% 0T UCXOAHOr0, 4acTo [0 HOPManbHbIX
3HAYEHMIA.

Y naumeHToB C CepleyHbIM MHAeKcOM 6onee 2,1 n/MuH/m? u/
nnu catypauueit 0, BEHO3HOW KpoBY 6onee 63% w/unu nasneHu-
em B npaBoMm npeacepaum menee 10 Mm pT. CT. U C OTpULATENb-
HOI OCTPOIA NPOGOI yenex Ha3HaYeHa BasogunaraTropa mano-
BEPOATEH 1 MOXET BbI3BaTb N0604HbIE 3P PEKTHI.

Mpu cepaeyHOM MHAEKCE MeHee 2,1 I/MUH/M? n/unu caTypauu-
e 0, BEHO3HOW KpoBI MeHee 63% w/unu AasneHuem B NpaBom
npencepaun 6onee 10 MM pT. CT. @aHTarOHMCTbl Kanbumns a6co-
NIOTHO NPOTHBONOKA3aHbI.

Tonbko 10-20% 6onbHbIX JTAT UMEIOT NONOXNUTENbHYIO NPo6y
C Ba304NN1aTaTtopoMm, U3 HUX NIULLb Y NOSIOBUHBI YAAETCSA NOAJep-
XaTb KMNWHUKO-reMOANHAMUYECKUA 3(PMEKT npu ANUTeNbHOM
Ha3HA4YeHUM aHTaroHMCTOB Kanbuus. Ocoboe BHUMAHWE Cheayer
yAensTb KOHTPOMIO 3a CTabUNbHOCTLIO JOCTUraemMoro adydiexra.
Y 60nbHbIX ¢ U npu nonoxxuTenbHoii ocTpoi npobe cnycts 3-4
MecsLa NOCTOAHHO Tepanuy aHTaroHMCTamm KanbLnsa peKoMeH-

Tabnuua 5. Bbi6op aHTaroHMCTOB KanbLMA NPU NErOYHOH TMNEPTEH3UN

enenT Ao oy
HucbeaunuH (MPONOHrMPOBaHHbIE hOPMbI) 20-40
AmnogunuH 255
Jauuaunun 5.4
VcpagunuH 25.5
Auntunazem 30-60

CyTo4Has fo3a

CyTo4Has go3a npu CyToyHas go3a npu

npu CANA <
8 M?JII:]T. chsﬂ CJIA 50-100 mm pt.c1. CJIA > 100 mMm prT. CT.
40-60 80-120 120-180
10 12,5 15
4 4-8 8
7,5-10 10-12,5 12,5-15
120-180 180-240 240-360
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pyetcs 0643aTeNibHOe NPOBeLeHNe KOHTPONbHOI KaTeTepusaum
npasblX OTAESI0B CepAua Ans OLeHKU 3(eKTUBHOCTU U 6e3-
0MacHOCTW NpoBoAUMOIA Tepanuu. Mpn HeafekBaTHOM 0TBeTe —
HepocTwkeHun | unm Il ®K (BO3), oTCyTCTBUM CYLLECTBEHHOIO
YNyYLIeHNa reMoAMHAMINYECKNX NoKasaTenen — JoSKHA 06CYX-
[aTbCs KOppeKuns Tepanun. HasHa4yeHne aHTaroHUCTOB KaNbLus
6e3 nposeaeHns O®MN unu otpuuatensHoi 0PI ypesaTo pas-
BUTMEM TSKENbIX NOGOYHBIX 3GCEKTOB — rMNOTOHWUK, CUHKOME,
NpaBoXesya04KOBOM Cepae4HON HeOCTaTOYHOCTN.

Y 60sbHbIX ¢ JTAT Ha dooHe C3CT TecTbl Ha Ba30PeaKTUBHOCTb
4acTO He MO3BOSIAOT YCTAHOBUTb BO3MOXHYIO 3(D(EKTUBHOCTb
ONUTENbHOI Tepannuu aHTaroHUCTaMK KanbLms, a BbICOKUE [03bl
NOCNeAHNX N0X0 NepeHocaTcs. bnaronpuaTHble 3PMEKTbI A1U-
TeSIbHON Tepanum aHTaroHMCTaMm KanbLna B BbICOKUX [103aX NO-
KasaHbl getam ¢ UJIT.

lpoctarnangntsl

Mpoctarnalamibl (M) — nepcnekTMBHAA rpynmnbl NpenapaTos
NOMUMO Ba30MNATMPYIOLLEro, 06/1aal0T aHTUArperaLmoHHbIM 1
aHTunponudepartusHbiM gencteuem. Ml — 370 rpynna nUNUAHBLIX
COEANHEHWNA YHUKANTbHOW CTPYKTYPbl, 06pa3yemblX M3 eAMHOr0
cybcTparta apaxuaoHOBOM KUCNOTbl. B donanonornyecknx ycno-
Busax M ABNAKTCA MeLMaTopamMmm MHOTUX BUOOrMYECKNX (PYHK-
LWIA, B TOM YKUCNE Y4ACTBYIOT B PErynsaLmm COCyLMCTOro TOHyca.

Mpocrarnabamn E1 (MIFET) — Basogmnatupyowmin M, o6na-
[AOLWMIA aHTMArPeraLumoHHbIM N aHTUNPONMGepaTUBHbIM Jen-
cTBuem. 370 nep.bli M1, KOTOPbIA NoKa3an aPMEKTUBHOCTb NPH
neveHun 6onbHbIX JIT. Bnarogaps 04eHb KOpPOTKOMY nepuogy
nonysbiBefieHns (3-5 MUHYT) BO3MOXHO 6bICTPOE TUTPOBAHME
[03bl 10 MAaKCUMaTbHOM BEJIMYMHBI, U NPU HEOBX0AUMOCTM NOYTH
MOMEHTaNbHO 0CTaHOBUTb AeicTBME npenapata. 90% npenapara
WHAKTUBUPYETCA B JIETKWX, NO3TOMY NPU BHYTPUBEHHOM BBEJeE-
HWUM ero NocTynsieHune B 60MbLIOIA KPYr KPOBOOOPALLEHNA KpaiiHe
Maso, BC/eLCTBUE YEro He OTMEYAETCH BbIPAKEHHOW CUCTEMHO
TUNOTOHUN.

Hanwnyune antuarperaunorHoro agydpekra aenaet MrE1 npuene-
KaTeSibHbIM C Y4ETOM BblPaXKEHHbIX HApYLUEHWIA B CUCTEME FeMO-
crasay 6onbHbIx JII. Hanbosee npuemnema cxema Tepanuu, npu
KOTOPOI Ha3HayaeTca Hebonbluas fo3a 5-10 Hr/kr/muH. Mpena-
paT Ha3Ha4aeTCs BHYTPMBEHHO KanesnbHO CO CKOPOCTbO 5-30 Hr/
Kr/MUH. KypcoBoe feyeHne npenapatom B CyTO4HOM fo3e 60-80
MKI B Te4eHune 2-3 HefleNb CReayeT NPoBOANTb Ha POHE ANUTENb-
HOIl Tepanuu aHTaroHUCTaMu Kanbuus. Bo3MOXHble MO6OYHbIE
3P eKTbl — TUNOTOHUSA, TMNEPTEMMS LA, FONOBHbIE 60K, 60N
B 0651aCTV CepALa HeONPeaeNeHHOro xapakTepa, 601 B XXMBOTE,
TOLIHOTA, Anapes.

MpocTaumknuH (npoctarnananH 12) — MOLUHBIA 3HAOTEHHbIN
Ba30[11aTatop C LeSbIM CMEeKTPOM AOMNOSHUTENbHBIX 3(pdek-
TOB — aHTMarperaumoHHbIM, aHTUNPONMGEPaTUBHbIM U LIMTO-
NPOTEKTUBHbLIM, KOTOPbIE HANPaBJSieHbl HA NPeAoTBPALLEHNE pe-
MOZEIMPOBAHMA NIEr0YHbIX COCY0B: YMEHbLUIEHNE NOBPEeXaeHNs
SHAOTESMANbHBIX KNETOK U runepkoarynauun. Y 6onbHblx ¢ JII
PasfIMYHON STUOSOrMN JOKA3aHO HapyLUeHWe NPOAYKLMK NpocTa-
LMKITMHA, O 4eM CBUETENbCTBYET CHIDKEHIE SKCNPeccum npocTa-
UMKSTMHCUHTA3bl B NEr0YHbIX apTepusx, YMeHbLLEHNE 3KCKpeLmum
MeTabonnToB NPOCTALMKIIMHA C MOYON. 3TO ABNAETCHS 060CHOBA-
HUEM AN UCMOSIb30BAHMSA MPOCTALMKIIMHA U €ro aHanoros Ans
neveHus nauuentos JII, X0Ta A0 CKUX NOP He YCTAHOBJIEHO, ABNSA-
eTCA NN HapyLleHWe NPOAYKLWWM NPOCTALUKAMHA NPUYUHON M
cneacteuem ST

B nocnegHwe rofsl NpUMeHeHMe NPOCTaLUKIIMHA B KITMHUYe-

CKOW NPaKTKKe pacLUMpunOoCh 3a CYET CO3JaHNs ero CTabunbHbIX
aHanoroB C pasnuUyHbIMKU (DAPMAKOKUHETUYECKUMU OCOOEHHO-
CTAMU, HO KA4YECTBEHHO CXOLHbIMM (DapMakoAUHAMUYECKUMN
CBOIICTBAMM.

WUnonpoct — xuMKUYecKn CTabUNbHLIA aHanor NPOCTauUKNNHA
NS BHYTPMBEHHOIO MPUMEHEHUS, Ha3HA4YeHWUs per 0S B aspo-
30/1bHOI hopme Ans uHransuuia. Mocneguas dopma obecneym-
BaeT 60JbLUYIO CENIeKTUBHOCTb Npenapara B OTHOLUEHWW Neroy-
HOW UMPKYynAuWMKU. B Haweid CTpaHe WHransaunoHHbIA UIoNpPoCT
— 9T0 e[IMHCTBEHHbIN aHANOor NPOCTALNKNNHA, PEKOMEHA0BAHHDI
ANA NeYeHns cpefHeTsKenoi v Taxenon copm JI: WM, Hacne-
nyemoii JTAT, NTAT scneacteue C3CT, JIAI Ha choHe npuema ne-
KapCTBEHHbIX Npenapartos, HeonepabesbHbix popm XTI,

AheKTMBHOCTL WUONPOCTA OLEHMBANACL B PaHAOMU3M-
POBAHHOM, NnaLeboKoHTpoNMpyemomM uccnefoBaHuu AlR-1 y
6onbHbIX JIAM n XTAJII. TIOBTOPHbIE MHraNAUUM B TEYEHME OHA
npoBoAnnnCh 6-9 pas no 2,5-5 MKr Ha UHranAuMo (B CPeaHeM
00 30 MKr B cyTKu). Mpu NCnonb3oBaHUM 06bI4HLIX Hebynanse-
POB [AIMTENBbHOCTb MHranauMm cocTaBnseT 15 MUH, NpUMeHeHue
Y3-Hebynaii3epoB No3BOSISET YMEHbLUNTL BPEMS MHranaumn o
5 MUH. nonpocT ynydwan KiMHUYeCKY0 CUMNTOMATKKY, TOne-
PAHTHOCTb K (ou3nyeckum Harpyskam, Bnuan Ha JICC, 4actoty
KNUHWUYeCKUX cobbiTii. B nccnegosanum STEP y 60 60MbHbIX,
NPUHMMABLLUMX 6O3EHTaH, NPUCOEANHEHWE MNONPOCTa NPUBOAU-
N0 K 3Ha4MMoMy yBenmyeHuo auctaHuun B T6MX (p<0,051) no
CPpaBHEeHUIo ¢ nnaue6o. inonpocT oTnnYaeTcs XopoLUuen nepeHo-
CUMOCTb0. Hanboree HactbiMu NOBOYHBIMU SCPAEKTaMM ObINN
NPUMBLI 1 60U B YENHOCTH.

B ANMTENbHOM HEKOHTPONWPYEMOM WUCCReAoBaHUM 25 60Jb-
HbIX ¢ UJTT neynnucs nHranauuoHHsivM unonpoctom 100-150 mkr/
CYTKW Ha npoTskeHUu 1 rofa. B pesynbrare feveHns yennyerne
ancraHumn 8 T6MX coctasuno 85 m, cpeaHee /1A cHu3unoch B
CPedHeM Ha 7 MM pT. CT., Cepie4Hbln BbIOPOC yBennyuncs Ha 0,6
n/MnH./M2,

BHYTpWBEHHAA UHCYY3MS MNOMPOCTA CYMTAERTCS COMOCTaBUMON
no apdeKTUBHOCTI C 3NONPOCTEHONIOM, YTO ObINI0 NOKA3aHO B
cepun HebonbLNX uccnenoanuit npw JIAL, XTAJT. O4eBnaHbIM
NPenMyLLeCTBOM BHYTPUBEHHOrO UI0NPOCTA ABNAETCA CTabUIb-
HOCTb NPU KOMHATHOI TeMNepaType 1 0TCYTCTBUE NOTPEOGHOCTM B
oxnaxaeHuu. OfHAKO B HalLei CcTpaHe 3Ta popma npenapara s
neveHus J1IM He 3aperucTpupoBaHa.

AHTaroHncTs! peyentopos 3HgoTenmHa (AP3)

dupotenuH-1 (3T-1) — 310 NenTng SHAOTENUANIBHOIO MpPOMC-
XOX[EHUS, XapPaKTePU3YIOLLMACH MOLLHBIM Ba3OKOHTPUKTOPHbIM
W MWTOTEHHbIM CBOCTBAMM B OTHOLUEHWW TN1aAKOMbILLEYHbIX
KneTok. 3T-1 CBA3bIBAETCA C [BYMSA TUNamu peLentopos — Tuna A
(3TA), noKanMsyLWMMICA HA rMaAKOMbILLIEYHbIX KIeTKax, 1 Tuna
B (3TB), noKanmsytoWMMIC HA SHAOTENUANbHBIX U TNAaAKOMbI-
LeYHbIX KneTkax. Aktusauns 3TA- n 3TB-peLenTopos rnagkombl-
LLEYHBIX KJIETOK BbI3bIBAET BA3OKOHCTPUKTOPHBIA 1 MUTOTEHHbIN
adpdpexT. Ctumynaums 3TB-peLienTopoB cnoco6CTBYET KNUPEHCY
9T-1 B Nerkux, yBenunyeHUo npoayKumMm okcuga asota m 0CBO-
60XAeHMI0 NpocTaumknnKa. ccnegosanusa akcnpeccun 3T-1 B
NEroYHO TKaHW NOATBEPXKAAKOT ero ponb B natoreHese J17, ogHa-
KO He YCTaHOBMEHO, ABNAETCA NN NOBbILEHHAA npogykuus 3T-1
npu4uHon nunu cneactemem S, AKTuBaLMs CMCTEMbI 3HAOTENNHA
y 60nbHbIX JII' ABRA€TCA 060CHOBAHWEM ANS UCMOSb30BAHUS aH-
TarOHMCTOB PEeLenTopoB K 3HAOTENUHY, 6rokupyowmx 3TA-pe-
LLenTopbI MK 0HOBPEMEHHO 06a Tuna peuentopos — 3TA u 3TB.

bosenTaH — nepsblit npenapat U3 knacca AP3 HecenekTuB-
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HOro [eicTeus, 6OKMpyoLWMiA 06a TMna peLenTopos. B paH-
JNOMWU3NPOBAHHbIX UCCNeaoBaHusx Yy 60nbHbIX JII npenapat
NPOAEMOHCTPUPOBAN CMOCOBHOCTb YNYYLIATb TONEPAHTHOCTb K
husnyecknm Harpyskam, OK, remoguHamMnm4eckne 1 axokapam-
orpaduyeckne napameTtpbl, YBenU4uBaTb BpPems O Pa3BUTUSA
KNUHNYECKOro YXyALLeHNs. B HacToswWwee BpeMs 30)(heKTUBHOCTb
603eHTaHa nokasaHa y 6onbHbIX ¢ WIT, JIAT Ha doHe C3CT,
CUHAPOME Jii3eHMeHrepa B 5 paHLOMWU3NPOBAHHBIX UCCNe0Ba-
HUAX (nunoTHoe ucenefoBaHne 351, BREATHE-1, BREATHE-2,
BREATHE-5, EARLY).

B uccneposanun BREATHE-1 naumentsl ¢ UM v JII Ha dooHe
C3CT 6b1nM paHaOMU3UPOBAHbI B COOTHOLLEHKUM 1:1:1 ana nony-
YyeHus 62,5 Mr 603eHTaHa Unu nnaweto ABa pasa B 1eHb B TEYEHUE
4 Hefenb, 3aTeM, COOTBETCTBEHHO, 125 Mr unu 250 Mr aBaxabl B
JeHb B TeveHue 12 Hepenb. pu npuMeHeHUn 603eHTaHa B 06e-
UX rpynnax 0TMeYanocb CYLLECTBEHHOE Yny4lleHue remofuHa-
MUYECKUX NapaMeTpoB, AUCTaHUMK B TecTe 6-MX, KNMHUYECKMX
MCX0J0B, 4TO 6bIN0 60M€ee BbIpaXeHo Npu [o3e 250 Mr ABax[bl B
JeHb y 6051bHbIX ¢ VT (+54 M 1 +35 M, COOTBETCTBEHHO, B rpyn-
nax 60JibHbIX, NpUHMMaBLWwKX 250 mMr 2 pasa n 125 mr 2 pasa).
bonee BbipaXeHHbI adpdekT Habntoaancs y 6onbHbIX ¢ U no
cpasHeHuto ¢ rpynnoit C3CT (+46 m B rpynne akTUBHOIO NeYeHns
1 +3 M, COOTBETCTBEHHO). 10BbILLEHWE TONEPAHTHOCTU K Harpys-
KaM COXPaHANOCh Y 60/bHbIX NPU NEYeHUN Ha NPOTSHXKEHUN Boslee
OAHOr0 rofia 1 accouMmpoBanoch C yny4LeHuemM reMoanHammnye-
CKMX napameTpos n OK.

Ha oCHOBaHMM pes3ynbTaToB [BYX 3aBepLUMBLUMXCH PaHAOMMU-
3UPOBAHHbIX MCCNEA0BaHWA, B KOTOPbIE BKMOYANMCh TOBKO
6onbHble ¢ Il OK nnn cuHapomom ii3eHMeHrepa, npenapar B Ha-
CTOSILLEE BPEMS peKoMeHA0BaH Ansa 60nbHbIX ¢ || K n npwn JTAT
Ha oOHEe BPOXK[EHHbIX CUCTEMHO-NEr0YHbIX LUYHTOB U CUHAPOME
Jn3eHmeHrepa. HayanbHas no3a 603eHTaHa cocTanser 62,5 mr 2
pasa B cyTku. Cnycta 4 Hedenu [o3a J0MmKHa YBENMYMBaTbcs Ao
125 mr 2 pasa B CyTKU.

Y neteit no3a 603eHTaHa TUTPYETCS B 3aBMCMMOCTM OT Beca. B
OTKPbITOM HEKOHTPOSIMPYEMOM WCCnefoBanumn y aetei ¢ JIAI B
Bospacte 4-17 net (BREATHE-3) ynyyweHne reMoanHaMu4eckux
napameTpoB Habnopanoch K 12 Hepene neyeHns 603eHTaHOM B
BUE MOHOTEpanUu UM B KOMBUHALMK C ANONPOCTEHOSOM.

MoBbILIEHNE YPOBHA TPaHCAMWHA3 OTMEYaeTcs NPUMEpPHO Y
10% 60nbHbIX: [103032BUCKMO M 06paTUMO NOCE YMEHbLLEHNS
[03bl WK OTMeHbI npenapara. Hambonee BepoOATHbIM MeXaHU3-
MOM [eNCTBMSA BO3EHTaHA HA YPOBEHb MEYeHOUHbIX (DEPMEHTOB
SIBNAETCA [0303aBMCUMMAs KOHKYPEHUMUSA C XKeNYHbIMU CONAMMU,
4TO NMPUBOAUT K WX 3aJepXXKe, 0Ka3blBas Ha renatouuTbl LUTO-
TOKCUYHBIA 9D EKT. PEKOMEHAYETCS eXXEMECAYHbIA KOHTPOSTb 3a
YPOBHEM TPaHCaMUHA3 B KPOBM Ha (DOHE Tepanin 603eHTaHOM.

PekomenyeTcs Ha3Ha4eHWe npenapara B CTapToOBON Ao03e 62,5
M [IBaX[bl B CYTKW C NOCNEAYIOLLMUM YBeSMYeHnem A03bl 4o 125
Mr [1Ba pasa B [ieHb NOJ TLUATESIbHbIM EXEMEeCAYHbIM KOHTPONEM
thbepmeHTOB neyeHn. Y 60nbHbIX JIT 603eHTaH MOXET BbI3bIBATh
pasBUTME aHEMUM, 4TO TPEOYET KOHTPONSA YPOBHEN reMornobuHa
1 reMaToKpuTa KPOBMW, a TaKXe 3afepXKKy XXMAKOCTM C nossre-
HUEM nepudepuyecknx 0TeKOB. Y XKEHLLMH, NPUHUMAtOLLMX 60-
3eHTaH, HeobXoaNMa afiekBaTHas KOHTpauenuus ¢ y4eToM BO3-
MOXXHOr0 TepaToreHHoro adekra. B Hawweid cTpaHe 603eHTaH
pekomeHaoBaH ans neveHus 6GonbHbiX W, JIAT BCneacteue
CUCTEMHOI cKnepoaepmui 6e3 CyLLLECTBEHHOr0 NIEro4HOro gun-
6po3a, Npu cUHApPoOMe JiR3eHMeHrepa.

Amb6pu3eHTaH — HecynboHammaHblil AP3, Npon3BoaHoe Npo-

NaHOEBOM KWUCNOTbI, CENeKTUBHbLIA aHTarOHUCT PeLenTopoB 3H-
notenumHa Tuna A. penapar uccneaosanca B NUIOTHOM W ABYX
paHooMM3npoBaHHbIX uccnepoBanmax ARIES-1 n ARIES-2. Y
6onbHbIX ¢ UMM, JTT Ha doHe C3CT n BNY-nHbekumum nokasan
9(DEKTUBHOCTb B BUAE YNYYLUEHUS KIUHUYECKOI CUMNTOMATU-
KW, reMOJMHAMUYeCKNX NapameTpoB, MOBbILLEHWS TOSIEPAHTHO-
CTW K Harpyskam, yasMHeHU BpeMeHU 10 PasBMTUS KITMHUYECKO-
ro yxygenus. Mo meHbLuen Mepe, B Te4eHne 1 rofa nocTosHHON
Tepanumn 3T 3 deKTbl COXPaHANNCS.

AMOpU3EHTaH PEKOMEHO0BaH Ans neveHuns 6onbHbIX ¢ JTAT ans
YNYYLLEHNSA NepeHOCUMOCTI (DU3NYECKON Harpy3Ku, 3amefeHuns
NPOrpeccMpoBaHns KNUHUYECKUX CUMNTOMOB. B KIUHUYECKUX
NCCNeoBaHMsAX YCTaHOBNEHa 3O eKTMBHOCTb npenapaTa npeu-
myLecTeeHHo y naumentoB WM, Hacnegyemon JIAT, JTAT Bcneg-
cteue C3CT ¢ OK II-1ll. PekomeHaoBaHHas 4o3a COCTaBNAET 5 Mr
1 pas B CyTKW C BO3MOXHbIM yBenudeHuem o 10 mr. Yactota
HapyLLeHnit PyHKLmMK neveHn coctasnset 0,8 fo 3%, 4to Tpeby-
eT eXXeMeCsYHOro KOHTPONS. Ha choHe Tepanum am6pu3eHTaHOM
yaile no cpasHeHWo ¢ apyrumn AP3 BO3HMKAOT nepudepunye-
CKMe OTeKM.

Okcnpg a3ota n MHrMGMTOPLI (hocehoanacTepassl THna 5

OKcmp a30Ta — MOLLHBIA 3HAOMEHHbIA Ba304mMnaTaTop, cenek-
TUBHO [EACTBYIOLMIA HA COCYyAbl MAnoro Kpyra KpoBoobpatle-
Hus. Okeug azota (NO) o6pasyercs U3 L-apruHinHa npu nomoLLu
KanbLmin-3asucumoit NO-cuHTasbl. AndydoyHAMpys Yyepes anbae-
onapHyto memépaHy, NO nonagaeT B rnafkomblLLIEYHbIE KNETKN
apTepuii 1 apTepuon, noBblllas YPOBEHb LMKAUYECKOrO ryaHo-
3uH-hocata (UMO). MocneHuiA 3anyckaeT Kackag peakuuin,
NPUBOASLLMX, B KOHEYHOM CYETe, K CHIDKEHMIO TOHYCa rnajgKon
Myckynatypbl cocynos. 3atemM NO nocTynaet B CUCTEMHbIA Kpo-
BOTOK, rfle MHAKTUBMPYETCSA NYTEM CBSA3bIBAHUSA C OKCUreMOrno-
6MHOM C 06pa3oBaHeM MeTremMoriobuHa 1 HUTPaToB.

Mpu JIT Hapywaetcsa cuHTe3 NO. B knetkax sHAoTenus 60Jb-
HbIX WJTT npu MMMYHOTUCTOXUMMWYECKUX MCCNEef0BAHUAX MOKa-
3aHO CHWXKeHMe akcnpeccumn anpotenunanbHon NO-cuHTasbl. Ha
06pa3oBaHue oKcuaa a3oTa BAUAKOT MHOrOYMCIIEHHble (haKTopbI.
310 akcnpeccus reHa NO-cuHTasbl, akTuBHOCTb NO-CUHTa3bl 1
thochopmacTepasbl, 06eCneHMBAOLLMX PErYASLUI0 NPOLYKLMN
UM®, NOCTCMHTETUYECKOE OKUCEHNe OKeMaa a3oTa. Takum 06-
pasom, ana nevenus JII BOSMOXHO WUCMONb30BaHWe WHranauu-
oHHoro NO, cy6cTpaTa Ans ero cuHTe3a — L-aprHuHa, a Takxe
MHrM6UTOPOB (hocdoanacTepasbl.

B 80-€ rogb! nHranauuoHHblit NO ncnonb3oBancs ¢ LENb Npo-
BeaeHns Q@I ans OUEHKN PeakTUBHOCTW JIEr0YHbIX COCYA0B W
BbISIBNEHNS OO0MbHbIX C MOTEHUMANLHO NO3UTUBHLIM 3D(EKTOM
Ba3oaunaratopos. OnucaHbl crnyyan AnuTenbHoro adeKTMBHO-
ro n 6e30MacHOro NPUMEeHEeHNs UHranaunil oKcuaa a3oTa Makcu-
ManbHo A0 1,5 nety 6onbHbIX WIT. B cTauMoHapHbIX YCnoBusx
60nbHbIM JII pekoMeHayTCA 2-3-X HefeNibHble KYpPChl WHrans-
LIMOHHOr0 OKcnaa a3ota 20-40 ppm B Te4eHMe 5-6 4acOB B CYTKU.

CungeHathun — MOLLHBIA CENEKTMBHbIA WHrUouTop urMod-
3aBMCUMOI hocdhoamacTepassl (TN 5), NpefoTBpallas aerpa-
aaunio uM®, BbI3bIBAET CHIDKEHWE NEro4HOro COCyaMcToro
CONPOTMBIEHNS U NEPerpy3K Npasoro Xenyaoyka. Hrmbutopsl
thochopucrepassl Tna 5 (MPL3-5) o6nagatoT aHTUNponudepa-
TUBHBbIM 3D heKTOM. TpK 0J0OPEHHBIX ANS NeYeHUs 3PEKTUNbHOI
ANCYHKUMM Npenapata — cunjeHadun, Taganadun, BapaeHa-
(hun — BbI3bIBAKT BbIPKEHHYIO fUNaTauuio Nero4HbIX COCyA0B.
Makcumym feiicTBus gocturaercs vepe3 60 mMuH., 75-90 MUH.
1 40-45 MWH, COOTBETCTBEHHO. B Halleil cTpaHe Ans nevyeHus
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60nbHbIX JIT opobpeH cungeHacpun. K Hactosiiemy Bpeme-
HU YXKe HaKoMeHbl JaHHble, JeMOHCTPUPYIOLLME ero XOPOLLYHO
NepeHoCMMOCTb 1 3hheKTUBHOCTL Y 60MbHbIX ¢ JIIT pasnuyHon
3TUONOMMKN. B HEKOHTPONMPYEMBIX KIMHUYECKUX MCCNeJ0BaHM-
Ax cungeHadomn npumenanca npu WL, JIT, accounnpoBaHHO ¢
C3CT, BINC, npu XT3JII B pasosbIx fo3ax 25-75 mr 2-3 pasa B
CYTKW W BbI3bIBaN ynyylleHne reMoguHamMuKmn, TONePaHTHOCTU K
busnyecknm Harpyskam. OnucaHbl pefKne no60YHbIE SPPEKTD
npenapara — rofoBHas 60Jib, 3aN0XEHHOCTb HOCA, NPUMBBI, Ha-
PYLLEHNA 3peHNs, Aucnencus.

B pangomusmposaHHom uccnefosaduu SUPER-1y 278 601b-
HbIX ¢ JIAT, nonyyaswmx cungeHacduna uutpat 8 gosax 20, 40,
80 mr 3 pasa B CyTKW, OTMEYasioCb Y/yyLleHWe KINHUYECKON
CUMNTOMATUKK, FEMOJUHAMMKM, TOSNIEPAHTHOCTU K (DU3NYECKUM
Harpy3kam. Opo6peHHas fo3a coctasnset 20 mMr 3 pasa B CyTKM.
OaHako cTabunbHblA AMEKT NEYeHNs 0TMEYancs TOMbKO Mpu
npumeHeHnn fo3bl 80 Mr 3 pasa B CyTKU. B KNMHWUYECKONM npak-
TWUKe 4acTo TpebyeTcs noBbllleHKue f03bl A0 40-80 mr 3 pasa B
cyTku. B nccnepnosanun PACES nokaszaHa a0(heKTUBHOCTb CUJI-
[eHauna B CO4eTaHU C BHYTPUBEHHBLIM 3MONPOCTEHOSIOM.

Kom6unuposanHas Tepanus

Kom6uHupoBaHHas Tepanus npu JIAT — 370 0JHOBPEMEHHOe
ncnonbaoBanue 60nee H4eM OAHOMO Kracca cneuuguyeckux ne-
KapCTBEHHbIX CPEACTB AN NeyveHns 60MbHbIX, Hanpumep, APJ B
coYeTaHuu ¢ npoctaHoupamu mnu MOO3-5. Bo MHormx cneuu-
aNN3NPOBAHHbIX LIEHTPax Nno nedveHuto JII KOMOUHUPOBaHHaS
Tepanus ABNMAETCA CTAHAAPTOM JieYeHus, XOTA ee [ONIr0CPOYHas
3P eKTUBHOCTb 1 6€30MACHOCTb [0 KOHLLA HE U3YYEHb.

B cepun KNUHWYECKMX MCCNea0BaHuNiA Bbina nokasaHa addek-
TUBHOCTb U 6€30MaCHOCTb Pas3fiMYHbIX KOMOUHALMIA. B uccneno-
BaHun STEP-1 12-HefenbHas Tepannsa MHransUuMOHHbIM U0NPo-
CTOM B COYeTaHUM C 603EeHTAHOM NPUBOLMNA K BbIPQXXEHHOMY
yBenm4eHnio auctaHumn B T6MX. lMocne nHranauyuu unonpocra
ee npupocT coctasnan +26 m (p=0,051). Mpu nposefeHnn T6MX
[0 MHranaumn yeennyeHne AMCTaHLmMn No CpaBHEHNIo ¢ nnauebo
cocTaBnAno +19 M, 4T0 6bII0 HEJOCTOBEPHBIM. Hepe3 12 Hepenb
Tepanum uionpocToM He 0TMEYanoch 3HAYUMbIX U3MEHEHWI re-
MOAMNHAMUYECKUX NapameTpoB, OHAKO BPeMS 10 pa3BUTUSA KNU-
HUYECKOr0 YXYALLUEHWS YNyyllanocb MO CPABHEHUKD C FPynmnon
nnaue6o (0 cobbiTuin npoTnB 5 B rpynne nnaue60). Hanpotus,
nccnegosanne GCOMBI, B KOTOPOM OLIEHMBANUCh BO3MOXHOCTU
KOMOWHMPOBAHHOW Tepanun WIonpocToM U 603eHTaHOM, 6bln0
A0CPOYHO OCTAHOBNEHO W3-3a OTCYTCTBMA ADEKTa Ha Tore-
PAHTHOCTb K Harpyskam u BpeMeHu 0 PasBUTUS KIIMHUYECKOro
yXyALWeHus.

BaXHO OTMETWTb OCOGEHHOCTW MPWU COBMECTHOM MNPUMEHE-
HUM npenapatoB cneuuduyeckon JIAr-Tepanuu. Tak, B pamkax
nccneposanus EARLY umsyyanuch (papMakOKMHETUYEeCKMe B3a-
UMOJeNCTBMA 603eHTaHa U cunpeHadmna, KoTopble ABNAKTCS,
COOTBETCTBEHHO, WHTMOGMTOPOM W MHAYKTOPOM WU30(DEPMEHTOB
uutoxpoma P450. Mpyu COBMECTHOM NPUMEHEHUN KOHLEHTpauus
cunaeHaduna CHuxaertcs, a 603eHTaHa — nNoBbIWaeTcs. Ho 370 He
CKasblBaeTCA Ha 3hpeKTUBHOCTN Tepanuun. He onucaHo nofob-
HbIX B3aUMOAENCTBUII MeXay CUAeHaduIoM 1 ABYMS ApYrmu
AP3 (Tabnuua 6).

lMokasaHuem ans KOMOUHMPOBAHHOM Tepanun y 601bHbIX ¢ JTAT
ABMAETCA OTCYTCTBME CTABUNBHOMO KNMHUYECKOro adhpeKTa.

boseHTaH fBnseTca UHAYKTOpOM wu3oepmentos CYP3A4,
CYP2C9 umtoxpoma P450. MnasmeHHble KOHLEHTpaumn nekap-
CTBEHHbIX MpenaparoB, MeTaboM3UPYeMbIX YKa3aHHbIMU M30-

(bepmMeHTaMu, YMeHbLIAKOTCA NPWU COBMECTHOM MPUMEHEHWU C
603eHTaHOM. KoHUEHTpauus 603eHTaHa mpu 3TOM BO3pacTaeT
(Tabnuua 6).

KoHUeHTpaums 603eHTaHa BO3pacTaeT npu COBMECTHOM Npu-
MeHeHUn ¢ uHrnéutopamm CYP3A4 (KeToHas3on, putoHasup) u/
unu nurnéutopamu CYP2C9 (ammnopapoH, dnykoHason). Moato-
My 603€HTaH NOTEHLMANbHO NMPOTUBOMNOKA3aH MpPU NpUeMe 3TUX
npenaparos.

CynTaeTcs NPOTUBOMOKA3aHHLIM Ha3Ha4YeHUe 6GO3eHTaHa npw
npueme crnefytoLwmx npenapaTos: UTPAKOHA301, TAKPOIUMYC, CU-
ponumyc, kapbamasenuH, heHob6apbuTan, JancoH.

OcHoBHOM NyTb MeTabonmama cungeHacpuna — ato CYP3A4 u,
B MeHbLuei ctenenun, CYP2C9. NnaykTopsl CYP3A4 (kap6amase-
NUHbI, (PEHUTOMH, heHobapbuTan, pUpaMnuLnH) YMeHbLUAKT
KOHLIEHTpaLuio cungeHaduna. HeckonbKo noBbILLAETCSA KOHLEH-
Tpauma npenapara npu ynotpe6reHun rpenndpyToBoro coka —
cna6oro uHrneutopa CYP3A4/5.

113-3a pucka cUCTEMHON rMNOTOHMK TpebyeTca ocobas npeao-
CTOPOXXHOCTb MPN COBMECTHOM NMPUMEHEHUN Cneuuduyeckoi Te-
panuu JIAT ¢ aHTUrUNEePTEH3MBHLIMUW Npenaparamu, TakUMKU Kak
[-afpeH0610KaTopbI, UHrM6UTOPLI AMND 1 Ap.

Jleyenne apuTmuii

Y 60bHbIX JII N0 CPaBHEHMIO C NauMeHTamu, CTpajatoLLiumi
NEeBOXEeNyA04KOBON CepAeYHON HeA0CTaTOYHOCTbIO, 3M0Kaye-
CTBEHHbIE HApYLUEHWS PUTMA, TaKUe KaK >Keny[oykoBas Taxu-
Kapams, uépunnaumus >xenyao4koB 0TMEHaroTcs 60siee Peako.
Y 132 60nbHbIx ¢ JTAT Tonbko y 8% 0CTaHOBKa cepAua 6bina Bbl-
3BaHa PMOPUNNALMEN XEeNyno4KoB. B 6-neTHeM HabnaeHUN Y
231 6onbHOro ¢ JIAIM unu XTI Ha6bnoganca Tonbko 1 cnyyai
3/10Ka4eCTBEHHON >Xenyfo4KoBON apuTMun. Hamxenyao4ykosble
apuTMuK Bo3HuKaroT npu JII ¢ vactoTon 2,8% B rog. Tpeneta-
HUE WM MepuaHue Npeacepaui BCTPEYatTCsa B OANHAKOBOM
CTEMNeHN 1 NPUBOJAT K KNUHUYECKOMY YXYALIEHUID U PA3BUTMIO
ABMEHUA NPABOXENyA04KOBOW CepAevHON HeJoCTaTOYHOCTH.
JleqeHve TpeneTaHus npeacepanii 6onee addEKTUBHO, YeM fe-
YyeHWe MepuaTesbHOM apuTMUW. BOCCTaHOBNEHWE CMHYCOBOIO
puT™Ma y 60MbHbIX ¢ JIT NPUBOAUIO K YNYYLLEHWIO BbIXXMBAEMO-
CTW N0 CPABHEHUIO C 6OSIbHbIMMW, UMEBLUMMU NOCTOSAHHYIO DOPMY
mepuatensHoi aputMum, 80% W3 KOTOPbIX NOrnbani B TeveHue
2 neT. X0Ts OTCYTCTBYIOT AaHHbIE KOHTPONMUPYEMbIX MCCNEeaoBa-
HWUIA UAKU NPOCNEKTUBHbLIX HABMIOAEHNIA, LeNbo Tepanuin LOMKHO
ObITb YAEpXXaHue CTabuibHOro CUHYCoBOro putma. Mpu BoiGope
AHTMAPUTMUYECKIX NPEenapaToB NpeAnoYTeHne 0TAAETCA TeM, KO-
TOpble He 0611aAal0T OTPULATESIbHBIM UHOTPOMHBLIM JEeNCTBUEM, B
YaCTHOCTU, aMUOLAPOHY.

1.3. Xupypru4yeckoe ne4yeHue

1.3.1. MpeacepaHan cenTocToMus

O6ocHOBaHMEM 719 NPOBEAEHMS NpeLcepAHOi CenTocTOMUN
ABUINCL HAGMIOAEHMSA, NOKa3aBLLUKe, YTO BbDKUBAEMOCTb 60Mb-
HbIX C CUHAPOMOM 3ii3eHMeHrepa U VJIT ¢ OTKPbITbIM 0BanbHbIM
OKHOM NyYlle, YeM B Cnyvyae HEM3MEHEHHON MeXnpencepaHoi
neperopofku. Cosfanue LWyHTa Crnpasa Haneso NO3BOMAET CHU-
3UTb CpefHee [AaBfieHMe B NPaBOM MNpPeAcepann n neperpysky
NPaBoro Xenyao4ka, a TakxKe YBeNU4uTb NpegHarpysky NeBoro
Xenyaodka u, Takum 06pasom, cepredHbIn BbiGpoc. B aTux yc-
NOBUAX YNy4LUIAETCH TPAHCMOPT KMCNOPOLA, HECMOTPA Ha feca-
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Tabnuua 6. MoTeHUHanbHble NeKapcTBEHHbIE B3aumoaencTBus npu tepanumn JIAT

JlekapcTBeHHbINA Mexanusm B3aumopeicteus B3aumopencTsyrowee  PesynbTar B3aMMOAEHCTBUA U PEKOMEHAALMUN
npenapar NeKapcTBo
LlmknocnopuH Co6ntoaaTh 0CTOPOXHOCTb NPU COBMECTHOM
2
AMOpU3EHTaH ‘ KeToHazon Ha3Ha4eHum ¢ KeToHazonom u LinknocnopuHom
KoHueHTpauus CungeHaduna CHKAeTCs Ha
boseHTaH NupykTop CYP3A4 CunpgeHacun 50%, 603eHTaHa — NOBbILAETCS Ha 50%.
He TpebyeTtcs KoppekLuun 103 Ap. N06bIX SIeKapcTB
KoHueHTpauus LinknocnopuHa cHkaetcs Ha 50%,
Cy6cTpar CYP3A4 Linknocnoput KOHLiEHTpauus 603eHTaHa — yBeNu4uBaeTcs B 4 pasa
YBennymBaeTcs KoHLeHTpauus boseHTaHa.
Cy6ctpar CYP3A4 IPUTPOMULINH Mpyn KOPOTKOM KYpCe KOPPEKLIs 103kl MOXET
He NoTpe6oBaThbCs
KoHLeHTpauus bo3eHTaHa yBenu4nBaeTcs
Cy6cTpar CYP3A4 KeToHason SR SO PERLLEEE
B 2 pasa
ey TaasCoAED. T PAGK OO
CYP3A4+ nHruébutop ) [mnbeHknammg e it g
MOMIbI XXEN4HbIX Conen rnmbeHknamuaa. CoyetaHme NPoOTUBONOKA3aHO
3Ha4yuTeNbHO YBENNYMBABTCS KOHLIEHTPALIMS
Cy6ctpar CYP2C9 n CYP3A4 ?\DnyKOHason, BoseHTaHa. CoveTaHne NoTeHLManbHo
et NPOTUBOMOKA3aHO
NugykTopel CYP2C9 Puchamnuuimn, KoHueHTpaums bo3eHTaHa ymeHbLuaeTcs Ha 58%.
n CYP3A4 (PeHUTONH MoTpe6HOCTb B KOPPEKLMI [03bl HE YCTaHOBMEHA
KoHueHTpauus CumBacTaTuHa cHkaeTcs Ha 50%.
VIHrn6TOpSLI
NupykTopsl CYP2C9 MTKoA 9hheKT BepoATeH Npyu HazHaYeHUn ATopBacTaTy-
WA Ha. Heo6x0aUm KOHTPOMb YPOBHSA X0NeCcTepuHa
YBennymeaet metabonu3m Bapchapuna,
BbI3bIBAaET NOTPEOHOCTb B KOPPEKLIMM 03bI Mpena-
WhaykTopsi CYP2C9 Bapcpapuh pata. B Hayane Tepanuu koHTponb MHO, B ganbHeii-
LeM KOppeKLms 403bl, Kak NpaBuiio, He TpebyeTcs
WNHaykTopsl CYP2C9 [opMOHarbHble CHWXaeTCs KOHLIEHTPALMS FOPMOHOB.
n CYP3A4 KOHTPALenTuBbI HaneXHOCTb KOHTPaLenLun CHUXKAETCS
KoHueHTpaums CunaeHacduna CHUXaeTcs Ha
50%, KOHLIEHTpaLsa 603eHTaHa NOBbILLIAET-
Cunpenadoun Cy6ctpar CYP3A4 boseHTaH 6712502, KabpBKLYA H03 nReTDaTos
MOXXET He NoTPe6oBaThCs
MoXxeT yBENNYMTLCS KOHLIEHTpaLs
VIHrn6TOpSI CumBacTaTuHa/ATopBacTaTiHa.
Cy6ctpar CYP3A4 M KoApeaykTasbl B03MOXHO yBenu4eHue pucka pabaomuonusa.
KoHueHTpauus CungeHadmna MoXeT NoBbILLATHCS
PutoHaBup, CakBUHABMP 3HAYUTENIbHO
Cy6ctpar CYP3A4 MHFMSEITL(I)DH po MOBbILLAIOT KOHLEHTPaLuo CunpeHacuna. T
IEES pebyeTcs KOppeKLMs [03bl NOCEAHEr0
Nupyktop CYP3A4 @eHUTONH KoHugeHTpauust CunaeHaduna MoXeT CHXaTbCS
MoBblilwaeTcs KOHUeHTpauus CungeHaduna.
Cy6cTpar CYP3A4 JpuTpOMMLMH HacTo He TpebyeTcs KOppeKLun [03bl NOCNeLHEro
MoBblwaeTcs KoHUeHTpaumus CungeHaduna.
CyGcTpar CYP3A4 KeToazon HacTo He TpebyeTcs KOppeKLun f03bl NOCNeLHEro
MoBbiwaeTcs koHUeHTpaumus CungeHaduna. Kak
CyGcTpar CYP3A4 LinmeTnant npaBsuno, He TpeOyeTca KOPPeKLUM J03bl NOCNEAHEr0
urMo Hutparsl, BhipaXeHHas CUCTEMHAs TUNOTOHUS,
HUKOpaHAun COYeTaHWe NPOTUBOMNOKA3aHO
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Typaumio apTepuanbHOA KPOBM, YMEHbLUABTCS CUMNaTUYeckas
runepakTueauus. fpouefypa NpoTUBOMNOKasaHa Npu CpeaHem
AN Bbiwe 20 mm pt. cT., catypauun 0, meHee 80% B nokoe.
B pesynbrare BMeLLaTenbCTBA HA6MOLAETCA YMEHbLUIEHNE CUHKO-
ne, NOBbILLIEHNE TONEPAHTHOCTM K Harpyske. [poseaeHne npep-
CEepaHON CEeNTOCTOMUM PEKOMEHA0BAHO TONbKO 60JbHbIM C IV OK
(panee Takxe Il ®K) ¢ 4acTbiMu CUHKOME W/MNK pedppakTepHon
NpPaBOXXesyL04K0BOWA CEepAeYHOI HeJ0CTAaTO4HOCTbLIO, HECMOTPSA
Ha NPOBOAMMYI0 MeMKAMEHTO3HYIO Tepanuio, B TOM Yucse nepes
TpaHcnnaHTaumen, He Tonbko npu W, HO 1 accouMMpOBaHHOW
JII npu C3CT, onepupoBaHHbix BIC, auctanbHbIX TpOMO030B B
NEroYHO apTepun, NEro4YHOW BEHO-OKKMHO3UOHHOI 60Me3HH,
NeroYHOM KanunnspHoM remaHruomarose. lposefeHHbIe paHao-
MU3MPOBaHHbIE UCCNEeLOBaHNA foKa3ann 3d)(eKTUBHOCTb NPo-
Leaypbl B OTHOLLEHWUM YAYYLLEHNS TEMOLUHAMUYECKOr0 N (DYHK-
LMOHANTbHOIO cTaTyca 60S1bHbIX, 8 TAKXe UX NPOrHo3a.

MpeacepaHas centoctomMus pekomeHaoBaHa 60mbHbIM JIT ¢ I
n IV OK (BO3) ¢ yacTbIMu CUHKOMNE UK pecppakTepHON K Tepanum
NpPaBoXesya04KOBON CEepAeYHON HeaoCcTaTouHOCTU. CMEpPTHOCTD
60JIbHbIX NPU NPOBEAEHUN NPeSCcepAHOA CenTocTOMUM COCTaB-
nsaet 5-15%.

1.3.2. Tpomb63HaapTEPIKTOMUSA

3TOT BUA XMPYPrUYECKOro fedeHns 60mbHbIX J1T ¢ TpoMOOTUYe-
CKOVi 06TYpaLmeit NPOKCUMANbHbIX OTAENOB NEroYHbIX apTepuii no-
3B0515€T yMeHblmMTb OJICC, ynyylumTb CUCTONMYECKYID (DYHKLMIO
NPaBOro Xenyfno4ka, TONEPaHTHOCTb K (DU3UYECKUM Harpyskam,
YBENUYUTb NPOJOMKMTENBHOCTb XKU3HN BOMbHBIX.

lMokazaHuamMM K Tpom6aHaapTepaktomun senstotcs: OK -1V,
JICC >300 fouH/cek/cmb, Hanu4me LEHTPaNnbHbIX TPOMOOB (1O Cer-
MEHTapHOro ypoBHs) (>50% 06CTPYKUMA B NPOKCUMasIbHbIX apTe-
puaX N0 AaHHBIM aHr1oMyNbMOHOrpadum), CoxpaHeHue Tpom6o-
30B Ha (POHe afieKBaTHOM 3 MECAYHOI aHTMKOAryNISHTHOI Tepanuu.
MpOTMBONOKA3aHMA: TAXESble XPOHWYECKUe 3a00NeBaHUA Nerkux
(0BCTPYKTUBHbIE, PECTPUKTMBHBIE), TSXKENas CONyTCTBYHOLLAs naro-
norus, AucTanbHble NOPKEHUN NEroYHbIX COCYAOB, TsKenas eso-
XKenyf04KoBas HeoCTaTO4HOCTb.

Tpom63HgapTepakTomMus nokasaHa nauueHntam ¢ XTI, WBC,
KnanaHHbIMU NMOPOKamMu.

1.3.3. TpaHcnnaHTaums nerkux
WNKU KOMNJIeKca cepaLle-nerkue

CoBepLUEHCTBOBaHME NeKapcTBeHHOM Tepanui JIAI CywecTBeH-
HO YMeHbLUWMO NOTPe6HOCTb B TpaHcMnaHTaumm. MpumepHo y 25%
60nbHbIX UJTT He 0TMeYaeTes CyLLECTBEHHOrO YIy4LUEHNs Npu Ha-
3Ha4eHumn crneumdmnyeckoit Tepanui. MporHo3 60mbHbIX ¢ OK II-IV
0CTaeTCs KpaiiHe He6NaronpUATHLIM 1 3aBUCUT OT aTUoNoruu. Tak, y
60bHbIX ¢ JTAT Ha dhoHe C3CT OH 3HaYUTENBHO XY>Ke, Yem npu UJTT.
Hauny4iwas BbDKMBAEMOCTb OTMeYaeTcs y 60nbHbIX ¢ JIAI Ha (oHe
BIC, Hauxyawwuii NporHo3 — npy nero4Hoi BEHO-OKKMHO3MOHHON
60/1€3HM, NIErO4HOM KanumIspHOM reMaHrnoMarose, Korga Meavka-
MEHTO3Has Tepanus MaonepcreKTUBHa.

borbHbIe C XyAWWUM NPOrHO30M AOSMKHbI BKIKOYATLCA B JIUCT
OXWAHUS TPAHCNAHTaLMW KOMNeKca ceppLe-nerkue unm bunare-
PTLHON TPAHCMNAHTALMM NIerkux. To4Has CTaTMCTUKA OCNOXHEHMI
B BWJE Pa3BUTWS CUCTONNYECKON AUCCYHKUMM NPaBOro XXenyaoy-
Ka W/Wnu OnacTonmyeckon ANCEYHKLMW NEBOr0 XKENyaoyka Hems-

BecTHa. M13-3a gecbuumTa JOHOPCKMX OPraHoB Yallle BbIMNOMHAETCS
6unatepanbHas TPaHCNNaHTaUMA Nerkux. Mpu peskom CHUKEHMM
NOCTHarpy3Ku NpaBoro Xenyaoyka B pesynbrate NpoBefdeHus 6u-
natepanbHO TPAHCMIAHTALMW NErkux 4acto B PaHHeM Moceone-
PaLMOHHOM MNepuoae OTMEHAETCS HECTABUNbHOCTL FEMOAUHAMUKN.
BbK1BaeMOCTb MOCNE MPOBEAEHWA TPAHCMNAHTALMWU OAHOM0 WUNIu
QIBYX NErkux npumMepHoO oanHakosa. locne TpaHcnnaHTauuu 0fHo-
ro Nerkoro o0TMeyaeTcs 6onee Tsxenas runokcemms. B HacToswee
Bpems B 60SbLUMHCTBE LEHTPOB Onepauyert Boloopa sBnsetca 6u-
natepanbHas TpaHcnnaHTaumus nerkux. CornacHo faHHbIM peructpa
MexxayHapoaHoro 06LLecTBa TpAHCNNAHTaLMKU cepaLa U Nerkux npu
CUHIpPOMe Jii3eHMeHrepa BCeacTBME NPOCTbIX NOPOKOB BbIGOPOM
MOXET ObITb N30NIMPOBAHHAA TPAHCMNAHTALMA NErKoro ¢ 0JHOBpeE-
MEHHOI KoppekLmen nopoka. Mpu XenymooukoBbIx AedekTax nyd-
LUMe MCXOAbI HABNIOAAIOTCA NPU TPAHCNNAHTALMU KOMISIEKCa Cepa-
Lie-Nnerkue. 5-neTHAs BbDKUBAEMOCTb Y 60nbHbIX ¢ JIAI cocTaBnset
npumepHo 45-50%.

1.4. Anroputm neyeHusa 6onbHbIX JIAT

PaznuyHble BUAbI Creumdgu4eckorn nekapcTBeHHOM Tepanui oLle-
HuBanuck y 60nbHbIX ¢ VT, Hacneayemoit J1AT, JTAT Ha dooHe npue-
ma aHopekTukos, G3CT, BIC (B TOM e nocne KoppekLmum), nosTo-
My anropuTM NEYEHNs OTHOCUTCS UCKITHOUNUTENBHO K 607bHbIM C JTAT.

. Mocne ycTaHOBNEHUS AMarH03a HavyasbHble MeponpuUATUs
CBA3aHbl C COOG/IOAEHNEM OOLUMX PEKOMEHZALUWA M Ha3HAYeHueMm
nopaaepXuBatoLLein Tepanun. bonbHbix ¢ JTAI He06X0AMMO Hanpas-
NSATb B 3KCMEPTHbIA LEHTP.

. Bcem 6onbHbIM ¢ JIAI (rpynna 1) nokasaHo NpoBefeHue
0CTpbIX (hapmakonoruyeckux npo6 (OPIN) ans oueHKU Bazopeak-
TMBHOCTU. BeposaTHOCTb nonoxutenbHon O®IT 0C06eHHO BbICOKa
npu WIT, Hacnenyemoi JIAM, JTAI Ha choHe nprema aHOPeKTUKOB.
Y 3101 KaTeropum 60nbHbLIX HaMboee BEPOSTEH YCreX NP Ha3Haqe-
HuM AK B BbICOKUX A03ax. 0653aTeNbHO NOATBEPXKAEHNE CTabUb-
HOCTM achdpbekTa Tepanum Yepes 3-4 mecsua.

. Mpn otpuuarensHon 0PI y 6onbHbIX JIAT ¢ OK I-Il He-
00XOAMMO Ha3Ha4eHWe creuncu4eckon Tepanui MHraNALMOHHbIM
OKCWJOM a30Ta (KypcoBas Tepanus npu cTabuibHOM TeveHum 3a60-
nesaHus), npoctarnananiom E1 (kypcosas Tepanus npu cTabuib-
HOM Te4eHuM 3a6oneBaHus), AP3 (603eHTaH UM amOpU3eHTaH) Unm
N®3 tmna 5 (cunaeHadun).

. Mpu otpuuatensHoi 0PIy 6onbHbIX ¢ JIAT OK Il nokasa-
HO neyeHue AP3 unn O3 tvna 5 unu npoctaHouaamu.
. OTCYTCTBYIOT MpPAIMblE  CPABHMTENbHbIE MCCNEAOBAHMSA

3(PMEKTUBHOCTY Pa3fMyHbIX BUAOB creunduryeckon Tepanuum J1AT.
Bbi6op npenapara 3asucut 0T coopmbl JTAT, OK, Hanuuns npoTueo-
NnoKasaHuii, OCTYNHOCTU Npenapara, NyTu BeeJeHus, npoduns no-
604HbIX 3¢DCDEKTOB, OMbITa BPaya U NpeanoyTeHnin 60/1bHONO.

. bonbHbIM ¢ @K IV nokasaHa ctapToBas KOMOUHUPOBaHHask
cneundomyeckas JAr-Tepanus, BKKOYAKOLLIASA ABA NEKAPCTBEHHbIX
npenapara: coyetanne AP3 (603eHTaH Uiy amépr3eHTaH) u Unonpo-
cTa unu cungeHadouna. Mpu HeapeKTMBHOCTI ABOWHON creumdu-
4eCKOW Tepanuu PeKOMEeHYETCS Ha3Ha4yeHue TPex NeKapCTBEHHbIX
npenapatoB — AP3+unonpocT+cunaeHacun.

. MpeacepaHas centocTOMMs (aTpUOCENTOCTOMUS) W/UNK
TpaHcnnaHTaums nokasaHa 60MbHbIM ¢ JTAI Npu HeafieKBaTHOM K-
HU4YeCKOM 3(pheKTe MeaUKaMEHTO3HOM Tepanun 1 [OSMKHA NPoBO-
JNTbCA TOSbKO B 9KCMEPTHBIX LIEHTpax.

AnropuTtm ne4e6HOI TaKTUKM 15 CENEKTUBHOMO BbIGOPa Tepaniin
NPeACTaB/eH Ha PUCyHKe 1.
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PucyHok 1. Anroputm neyenus 6onbHbix JIAT

O6Lwue meponpuATUA (pexnMM pm3nyeckon akTMBHOCTM, KOHTpaLenuusa, MMMYyHU3aLUsl, NCUXocoLManbHas
peabunutauus, ap.)

MNopaepxusalowasn Tepanus
aHTUKOArynsHTbl + AUYPETUKU + KUCNOPOoA * AUFOKCUH

3KCMNEPTHbIA LEHTP

OcTpas hapmakonormyeckas npo6a Ansi oLeHKu

Ba3opeaKkTUBHOCTU
NnonoXxuTenbHas oTpuuaTesnbHas
CTtapToBasi Tepanus
DK I-l1l
AHTaroHucTbI ®K -1l DK I
Kanbuus
: M M Komb
- OHOTepanus: OHOTepanus: OMGMHUPOBaHHas
CTasv'm:"b'" NO Bo3eHTaH Tepanus
KNUHWYeckuii achchekt nre1 AM6pu3eHTaH AP3
Bo3eHTaH Unonpoct
il ! AMBpU3eHTaH CunpgeHadun MpoctaHonAk! Non3s
CunpgeHadun

HeadPeKTUBHOCTb

¢ KOMGMHMpéBaHHaH

TpoWHas Tepanusi

AnutenbHasa

Tepanusa l HeapdeKTUBHOCTb l HeapdeKkTnBHOCTbL
aHTaroHUucTamm

Kanbuus KombuHupoBaHHas Tepanus | ~~,

AP3 ™
MpocraHougbl ¢—p» UDOI5

lNMpencepaHasa cenTocToMusA
TpaHcnnaHTaums

IMABA 8. TPEBOBAHUA K IKCITEPTHOMY LIEHTPY

JIEFOYHOW TMNEPTEH3UN

[ng onTumu3auum MeauLMHCKON nomown 6onbHbIM ¢ JII B
Hallen cTpaHe Lienecoobpas3Ho DOPMUPOBAHNE CTPYKTYPb! JKC-
NEePTHLIX LLEHTPOB. B COOTBETCTBUM C MEX[YyHapOLHLIMU PEKO-
MeHAaUMAMN 3KCMEPTHBIM MOXET CYUTATLCA LEHTP, B KOTOPOM
OCYLLIeCTBNIAGTCA HabnoaeHNe 3a He MeHee 50 6onbHbIMK ¢ JTAT
unu XTI, eXXeMeC4HO NOSBNAETCSA HE MEHee 2 HOBbIX CIy4aeB
NAT namn XTI, exXeroHo NpoBOAMTCSA Kak MuHUMyM 20 TecToB
Ha Ba30PEaKTMBHOCTb BO BPEMS KaTeTepu3aLmm npasbIx 0TAEN0B
cepaua.

IKCNEPTHbINA LIEHTP JOMKEH:

1. Pacnonaratb BbICOKOKBANIM(ULMPOBAHHLIM NEPCOHATIOM:

* KaK MUHUMYM [1BA KOHCYIbTaHTa (KapAnMonoru u/unu nynbmo-
Hosoru) (cneumanusauus B oénactu JN)

* Bpay-paguoror (akcnept B obnactu JN

* Bpay-Kapauonor co cnewuanun3aumein IXoKI

* KBaNUULUMpoBaHHaa M/c

* CMEUUanucT no Mcyuxonoruvyeckoin NMOMOLM U COLUANbHOI
ajanTtauun naumeHToB

* 06MeH uHdopmauuei (TenedoH, UHTEPHET).

2. VimeTb nanatsl Ansg 60nbHbIX ¢ JIAT, OTAENEHNE UHTEHCUB-
HOW Tepanuu, NONIMKIMHNYECKOE OTAEneHue, AMarHOCTUYECKYH
cnyxo6y (IxoKrI, KT, pagnonyknugHas nabéoparopus, MPT, Y31,
Harpy304Hble Npo6bl, OLEHKA JIEro4HOM PYHKLUK, OLEHKA reMo-
AuHamuku ¢ 0ON).

3. Pacnonaratb yCTaHOBJIEHHbIMM CBA3SIMU C APYTUMM ANATHO-
CTUYECKUMU 1 NeYeBHbIMU CNy>KOaMK:

* TEHEeTUYeCKas naboparTopus

* PEBMATONOTMYECKUIA LIEHTP

* LLEHTP NNaHWPOBaHMSA CEMbU

* XUPYPru4ecKuin cTaumoHap (TpoM63HAAPTEPIKTOMMS, TPAHC-
nnaHTaums )

4. OCcywecTBNATb aHANM3 KMUHUYECKMX UCXOL0B (B TOM Yucne
aHann3 BbDKMBAEMOCTU 6ONbHBIX)

5. Y4acTBOBATH B KNMHWYECKNX MCCNEa0BaHNAX B 06nacTu JAT,
Bknto4as gasbl [l lll

6. OcywwecTBnATbL 06pa3oBaTesibHbIE MPOrPamMMbl

7. B3aumofelicTBOBaTh C accoLMaumamn naLmMeHToB
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NMPUNOXEHUA

Mpunoxenue 1. MeToguka nposeaeHus
Tecta 6-MWHYTHOM X0AbObI

TecT 6-MuHyTHOI X0Ab6LI (TBMX) cnesyet NpoBOAUTL B YTPEH-
HUe yacbl. TaumeHT JOMKeH N1erko nosasTpakaTb 3a 3-4 4aca o0
NpoBefeHNs TecTa, He NPUHUMATL KapAnonoru4eckux npenapa-
TOB, HE KYpUTb, KaK MUHUMYM, 32 2 Yaca [0 TecTa. [1na nposeje-
Hus Tecta 6MX B kopugope AnuHoi 30 M 4enatoTcs He3ameTHble
INA nauneHTa pasmMeTkn Yepes Kaxable 3 M guctaHuumn. B Teve-
Hue 10 MuHYT g0 nposeaeHns T6MX nauneHT JOMKEeH CNOKONHO
nocugets. B 310 BpeMs He06X0AMMO 3a4uTaTh EMY CneaytoLnii
TEKCT:

«3a 6 MWUHYT Bam Heob6X04MMo NpPONATKH Kak MOXHO 60nbluee
paccTofHWe, NMpu 3TOM Henb3s 6exarb Unu nepemeLLatses nepe-
6exxkamu. Bbl GyfeTe xoouTb No Kopugopy Tyna u obparHo. Ecnu
NOSABUTCS OfbILIKA UK cnabocTb, Bbl MOXETe 3amefnuTb Temn
X0[b06bl, 0CTAHOBUTLCA U OTAOXHYTh. BO Bpems 0TAbIxa MOXHO npu-
CNOHMUTBLCA K CTEHE, 3aTeM He0OX0AMMO NPOLOIIKNUTL XOAbLOY. Mom-
HWTe, Balla Lienb: NporTM MakCUManbHOoe paccTOfHNE 33 6 MUHYT»

Bo Bpems npoBefeHus TecTa MOXHO MATU 32 MALUEHTOM, He
thopcupys Temn ero xoLbobl. Kaxzablie 60 cekyHn cnefyert no-
OLLPATH MaLMeHTa, NPOU3HOCSH CMOKOMHLIM TOHOM dpasbl: «Bce
xopowo» unu «Monogew, npogomkanTe». Henb3s MHOPMUPO-
BaTb NauueHTa 0 NPONLEHHON AUCTAHLMN U OCTaBLLEMCS BpeMe-
HU. ECnn naumeHT 3amennfer XoAb6y, MOXHO HANOMHUTL O TOM,
YTO OH MOXXET 0CTAHOBUTLCS, OTAOXHYTb, MPUCTOHUTLCS K CTEHE,
a 3aTeM Kak TONIbKO MOYYBCTBYET, YTO MOXET UATMW, NPOLOIIKUTL
xo4b6y. Mo uctevyeHUu 6 MUHYT cnepyet NONPOCMTL nauueHTa
OCTaHOBUTLCH W He ABUrathbCsl, NOKa He GyAeT U3MEpPEeHO npoii-
[leHHOe paccTosHue. Heobxoaumo M3MepuTb paccTosiHUe ¢ TOY-
HOCTbH 10 1 M, 3aTeM NPeanoXnTb NaLUEHTY NPUCECTb U HABNO-
[aTb 3a HUM, KaK MUHUMYM, 10 MUHYT. B 3T0 BpemMs OH MOXeET
3anonHuTL Popmy OLIEHKU OfbIWKK no bopry. He cnepyet co-
061Latb NauneHTy AMCTaHLMIO, NPOIALEHHYI0 B NI060M M3 TECTOB.

Mpunoxenue 2. LLikana oueHKu
oAbllLKK no bopry

0 — oTcyTcTByeT

0,5 — 04eHb, 04eHb cnabas (efsa 3ameTHas)
1 — 04eHb cnabas

2 — cnabas

3 — ymepeHHas

4 — 6onee TaXenas

5 — 1sxenas

6,7 —04eHb THXKenas

8,9 — 04eHb, 04eHb TsXKenas

10 — makcumansHas

Koab! no MKb10

126-128 J1ero4Hoe cepAue v HapyLLeHKe JIero4HOro KpoBoobpa-
LLieHus

126 Jlero4Hast am6onus

127 Opyrue opmbl 1Ero4HO-CePLEYHON HEAOCTATOHHOCTH

128 [Ipyrve 6051€3H1 NeroYHbIX COCYA0B
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