https://doi.org/10.38109/2225-1685-2022-2-6-70

’ '.) Check for updates ‘

EBPA3UNCKWUE PEKOMEHALW MO AUATHOCTUKE
W NEYEHWIO NEFOYHOW TMNEPTEH3WN,
ACCOLIMMPOBAHHON C BPOXXIEHHbIMW NOPOKAMMU
CEPJLA 'Y B3POCJIbIX (2021)

Pa6oyas rpynna no noAroToBKe TEKCTAa PEKOMEHAALMIA:

Yazosa W.E. (Mocksa, Poccus), Fopbayesckuii C.B. (Mocksa, Poccus), MapToiniok T.B.* (Mocksa, Poccus), Wimanby A.A. (Mocksa, Poccus), Ba-
nuesa 3.C. (Mocksa, Poccus), bapbiwnukosa W.H. (Mocksa, Poccus), Mnywko J1.A. (Mocksa, Poccus), pamosuy B.B. (Mocksa, Poccus), A3u3os
B.A. (baky, Asep6aiiixaH), Becenosa T.H. (Mocksa, Poccus), lanunos H.M. (Mocksa, Poccus), 3ensesu MN.A. (Epesan, Apmenus), BaHos C.H.
(HoBocmubupck, Poccus), NTazapesa W.B. (MuHck, Pecny6nuka benapycs), Matuun HO.I. (Mocksa, Poccus), Mykapos M.A. (Hyp-CyntaH, Kasax-
ctaH), Hakoneunukos C.H. (Mocksa, Poccus), Capbi6aes A.LL. (buwikek, Koiprbidctan), Ctykanosa 0.B. (Mocksa, Poccus), lanaes C.B. (TiomeHb,
Poccug).

Bce 4neHbl paboyeit rpynnbl BHECAN OAWMHAKOBbIN BKNAZ B 9TOT AOKYMEHT.
YneHbl Paboyen rpynnbl NOLTBEPANAN OTCYTCTBUE (OMHAHCOBOW NOAAEPXKKN/ KOH(IMKTA MHTEPECOB. B Cry4ae COOOLLUEHNS 0 HANNYMKN KOH(ANKTA
MHTEPEeCOoB uJieH(bl) Pabo4en rpynnbl 6bi(1) MCKITHOYEH(bI) U3 06CYXKAEHNS PA3LenoB, CBA3AHHbIX C 00/1aCTbH0 KOHMIIMKTA MHTEPECOB.

* AsTop ans nepenucku: MapTbiniok Tamuna ButanbesHa (3am. npegceaarens), PyKOBOAMTENb OTAeSa Nero4HOM runepTeH3ni 1 3a6oneBaHnil cepaua
HUWN knuumnyeckoii kapauonorun um. AJ1. MacHukosa ®IBY «HMWL, kapguonorum um. akag. E.W. Yasosa» Munzgpasa Poccuu, npod. kadeapsl
kapauonorun ®AM0 PHAMY um. H.W. Muporosa, A.M.H., NpeAceaaTeNb CEKLWUM NEr04HOI runepTeH3nn Poccuinckoro MeauUmMHCKOro o6uecTsa no
apTepuansHon runeptoHun, 121552, Mocksa, yn. 3- Yepenkosckas, 4. 152, Tenedon/dakc: +7-495-414-6450, Email: trukhiniv@mail.ru, ORCID ID:
https://orcid.org/0000-0002-9022-8097

0TKa3 oT 0TBETCTBEHHOCTHU. PekomeHgauumn EAK oTpaxatoT To4Ky 3pe-
Hua EAK 1 6binn noaroTosneHbl Nocne Tiware/lbHOro U3y4eHns Hayu-
HbIX N MEOULMHCKNX AAHHBIX, UMEIOLLMXCA HA MOMEHT UX Ny6imKauun.
EAK He HecyT OTBETCTBEHHOCTY B C/ly4yae Kakoro-nmbo npoTuBopeymns,
HECOOTBETCTBUSA 1 / UMM HEOJHO3HAYHOCTU MeXAy PekomeHZauuamu
EAK 1 ntobbimu gpyrumu oomumnanbHbIMIU PEKOMEHLALUAMU UK Py-
KOBOACTBaMM, BbINMYLLEHHLIMW COOTBETCTBYIOLMMM OpraHamu obLue-
CTBEHHOr0 3[PABOOXPAHEHNS, B YACTHOCTW, B OTHOLUEHMM MPABWUMb-
HOTO MCMONb30BAHNSA MELULMHCKNX UN TEPANeBTUYECKNX CTPATErNid.
MeouumuHckum paboTHUKAM PEKOMEHAYeTCs B MOMHOW Mepe Y4uTbl-
BaTb PekomeHaauun EAK npum oLeHKe CBOEro KIIMHUYECKOro Cyxne-
HUS, @ TaKKe NPKU ONpefeneHnun n peanusaunm NpotmnakTN4ecKmx,
JNArHOCTNYECKMX AN TEPANEeBTUYECKNX MEANLMHCKMX CTpaTernii. Tem
He MeHee, Pekomenpaumn EAK HUKOMM 06pa3oM He OTMEHSIOT UHAM-
BULyaNibHYI0 OTBETCTBEHHOCTb MEAMLMHCKNX PABOTHMKOB 3a NPUHATHE
HaANEXALWMX N TOYHbIX PELLEHMIA C YHETOM COCTOSHUS 3[0POBbSA KaX-
[I070 NaLMeHTa 1 B KOHCYMNbTALMM C 3TUM NALMEHTOM W, NPW HEOBXO0aM-
MOCTU W/UNK HEOBX0AUMOCTHU, ONeKyHa nauueHTa. Pekomengaumm EAK
He 0CBOO0XAAIT MEANLMHCKIX PABOTHUKOB OT MOJHOMO W TLiATeNb-

HOr0 PacCMOTPEHUS COOTBETCTBYHOLWMX OMLManbHLIX 06HOBIIEHHBIX
pekoMeHZauMiA Uan PYKOBOLCTB, BbINYLLEHHbIX KOMMETEHTHbIMMW Opra-
Hamu 06LLECTBEHHOr0 34PABOOXPAHEHNS, NS PACCMOTPEHUS KXI0r0
MEeAMLMHCKOro Cly4as B CBETE COBPEMEHHbIX Hay4HO 060CHOBAHHbIX
pekoMeH[aunii B COOTBETCTBUM C UX ITUYECKUMU U NPOPecCuoHasb-
HbIMM 0653aTeNibcTBamMu. Kpome T0ro, MeanUMHCKUIA paboTHUK 0653aH
npoBepATb JENCTBYIOLLME NpaBuUia W MOSIOXKEHUS, KacawoLimecs Je-
KapCTB U MeULMHCKUX N3AeSNIA, HA MOMEHT Ha3Ha4YeHus No pelenTy.

Kniouesble cnoBa: neroyHas runepTeHansi, NeroyHas aptepuanbHas
TUNEPTEH3Ns,, BPOX/EHHbIA NOPOK CepALa, NeroYHo-cocyauctas 6o-
Ne3Hb, XMPYPru4eckoe neveHne, aTpuocenTocToMus, cneuuduyeckas
Tepanus, KNMHNYECcKNe peKoMeHaLnn.
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Disclaimer. The EAC Guidelines represent the views of the EAC, and
were produced after careful consideration of the scientific and medical
knowledge, and the evidence available at the time of their publication.
The EAC is not responsible in the event of any contradiction, discrepan-
cy, and/or ambiguity between the EAC Guidelines and any other official
recommendations or guidelines issued by the relevant public health
authorities, in particular in relation to good use of healthcare or thera-
peutic strategies. Health professionals are encouraged to take the EAC
Guidelines fully into account when exercising their clinical judgment,
as well as in the determination and the implementation of preventive,
diagnostic, or therapeutic medical strategies; however, the EAC Guide-
lines do not override, in any way whatsoever, the individual responsibil-
ity of health professionals to make appropriate and accurate decisions
in consideration of each patient’s health condition and in consultation
with that patient and, where appropriate and/or necessary, the patient’s
caregiver. Nor do the EAC Guidelines exempt health professionals from
taking into full and careful consideration the relevant official updated
recommendations or guidelines issued by the competent public health
authorities, in order to manage each patient’s case in light of the scien-

tifically accepted data pursuant to their respective ethical and profes-
sional obligations. It is also the health professional’s responsibility to
verify the applicable rules and regulations relating to drugs and medical
devices at the time of prescription.

Key words: pulmonary hypertension, pulmonary arterial hypertension,
congenital heart disease, pulmonary vascular disease, surgery, atri-
oseptostomy, specific therapy, guidelines.

For citation: Irina E. Chazova, Sergej V. Gorbachevskij, Tamila V. Martynyuk, Anton A. Shmal’c, Zarina S. Valieva, Irina Yu. Baryshnikova, Lyudmila A.
Glushko, Vladimir V. Gramovich, Vasadat A. Azizov, Tat'yana N. Veselova, Nikolaj M. Danilov, Parunak A. Zelveyan, Sergej N. Ivanov, Irina V. Lazareva,
Yurij G. Matchin, Murat A. Mukarov, Sergej N. Nakonechnikov, Akpaj Sh. Sarybaev, OI’'ga V. Stukalova, Sergej V. Shalaev. Eurasian guidelines for the
diagnosis and treatment of pulmonary hypertension associated with congenital heart defects in adults (2021). Eurasian heart journal. 2022; (2):6-70,
https://doi.org/10.38109/2225-1685-2022-2-6-70

(c © Eurasian Association of Cardiology (EAC) 2022, info-cardio@cardio-eur.asia
This is an open access article distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike

4.0 International (CC BY-NC-SA 4.0) License (https://creativecommons.org/licenses/by-nc-sa/4.0/), which permits unrestricted use, distribution, and
reproduction in any medium, provided the original author and source are credited.

EBPA3UIVICKUIVI KAPOWOSIOMYECKVIVI XKYPHATT, 2, 2022 | 7 |


https://crossmark.crossref.org/dialog/?doi=10.38109/2225-1685-2022-2-6-70&domain=pdf&date_stamp=2022-05-25

KIMMHWNYECKWE PEKOMEHOALWN
PEKOMEHOALVW EAK 2021

OMNABJIEHUE

COCTaB PAOOHEN TPYIIMIBL....vveveeeeeererereetereeteeereeeereeteeere e resaeneerennas 8
CNUCOK COKPALLBHUN .......vveeveveeeer e evevers et ves s renn e 10
T BBBABHUE ...t 11
2. 0npeneneHne u KNaCCUMUKALINMN .......c.ccveveveeveverereeeeiereeeenennes 11
3. 3nMAEMUONOTNA M MPOTHOB .....vveeerereeie e 14
4. 3TNoNorus, MOPMONOTNA, MATOMEHES. ...ceeveeeeeereeeeeeereeeeeeeeeeens 15
0. [IMATHOCTUKA ..ottt 16
5.1. Ba30B06 0OCNEA0BAHME.......c.ccveeeereveeeereeeeeeeeeeereeeeteeeeaeeseneneas 16
5.1.1. KTMHNYECKNE MPOSBIEHUS ...t 16
5.1.2. OU3NKATBHBIA OCMOTP ...veevveevereeeeeeeteeete et ereneneas 17
5.1.3. AHAMHECTUYHECKNE CBEAEHMUS ...ttt 18
5.2. IHCTPYMEHTANbBHBIE METOMbI ....vveveevevereeeereereneereeeresreseereneneas 19
5.2.1. NEKTPOKAPANOTPAMIMS .....vvverreriieeieeeier e 19
5.2.2. PeHTreHorpayns 0praHoB rpymoHON KIETKN ........eveeervvnnene.. 19
5.2.3. IXOKAPAMOTPAMNI ... 20
5.2.4. MaruutHo-pe30HaHCHAA TOMOTPAMNA. ....c.vveereeeereeereeene. 23
5.2.5. KomnbtoTepHas Tomorpadoms ¢ BHyTPUBEHHbIM

GONOCHBIM KOHTPACTUPOBAHMEM .....ovvveveveeeereeereeteeereerere e 25
5.2.6. AHBA3MBHAA ANATHOCTUKA ...o.vvvevieeierereesieeesesesaesenesasaesenens 25
5.2.7. OUEHKA QOYHKLIMOHANIBHOTO CTATYCA c..vvvereecrererereresesenesenns 27
5.2.8. [IONONHUTENBHBIE METObI ..evvveeveeeieeeveeeeeeeeveeee e e e eeenens 28
9.3. J1ab0paTOPHAN ANATHOCTUKA. .....ceeveeeeeeeeeeeneeienerenieeeneseseenenens 29
5.4, OUEHKA PUCKA ..cvveverrerreiereeeeteiereeeseevevese e vere st ss s renn e 30
6. JTBUBHUEB. ... 31
6.1. XUPYPTUHECKOE JIBHEHUE ...eoveeeeeecerecieeceeieeeeeeceeeeeeeeneneeenenens 31
6.1.1. MNokasaHns K pagnkanbHOM (XMPYpruyeckoii/
3HA0BACKYNAPHOIA) 1 reMOANHAMIUYeCKoi koppekuum BIC.......... 31
6.1.2. GHA0BACKYNAPHOE JIBUEHUE ...t 32
6.1.3. MannmaTnuBHbIe XUPYPruyeckne BMeLLaTeNbCTBa npu
HEKOTOPBIX BITC C JTT .. 32
6.1.4. NMannmaTtmBHble 3HA0BACKYNAPHbIE BMELIATENIbCTBA NPU
0cnoXxHeHUaX JII'y nauneHToB CBIIC .....c.cvcvvveecciecceeeee, 33
6.1.5. TPAHCTINAHTALNA NMETKMX ...veveveriereeereeree et esseesseneneas 33
6.2. 06LUME PEKOMEHIALINMN ...t 33

COCTAB PABOYEN FPYNMbI / THE WORKING GROUP

Yasosa Wpuna EBreHbeBHa (npejcepartens), A4.M.H., npodyeccop,
akafemuk PAH, 3amecTuTeNb reHepanbHOro AMPeKTopa no Hayu-
HO-3KCMepTHOW paboTe, pyKoBOLMTENb OTAena runeptoHuu, HUN
KnuHu4eckon kapauonorun um. AJl. MsacHukosa, ®IBY «HMUL|
Kapauonorum um. akag. E.W. Yazosa» MuHagpasa Poccuun, Mocksa,
Poccuiickas ®epepaunsa (Irina E. Chazova (chairman), Dr. of Sci.
(Med.), Academician of RAS, Deputy General Director for Scientific
and Expert Work, Head of Hypertension Department, A.L. Myasnikov
Research Institute of Cardiology, E.I. Chazov National Medical
Research Genter Of Cardiology, Moscow, Russian Federation),
https://orcid.org/0000-0002-1576-4877

lop6auesckuit Cepreii BanepbeBuy (npefceaatens), A.M.H., npodec-
COp, PYKOBOAUTENb OTAENeHUs 3a601eBaHUA CepAaLa ¢ nporpeccupy-
toLeit nerovHoin runepteHsven OIEY «HMUL CCX um. A.H. bakyne-
Ba» MuH3papasa Poccum, npodheccop Kadeapb! CepAe4HO-COCYANCTON
xupyprum ®I60Y AMO0 PMAHMO M3 P®, Mocksa, Poccuiickas
®epepaums (Sergej V. Gorbachevsky (chairman), Dr. of Sci. (Med.),
Professor, Head of the Department of Surgical Treatment of Cardiac
Diseases with Progressive Pulmonary Hypertension, A.N. Bakulev
National Medical Research Center of Cardiovascular Surgery, Moscow,
Russian Federation), https://orcid.org/0000-0002-4193-3320

| 8 | EBPA3UVCKUIV KAPOWOJIOMMYECKUV XKYPHATT, 2, 2022

6.3. JIeKAPCTBEHHASA TEPAMNA. .......cveveeerrerereeerereree e 36
6.3.1. [10AAEP>XKUBAIOLLLAS TEPATNS ...t 36
JIAYPETUKM ...t 36
OpanbHbIE AHTUKOATYTIAHTB c.vceveveveeeerieeeve ettt 36
OKCUTEBHOTEPAMUAS ...v.veeeevvereeeietereeeetetese e vere e saetere s s bess s s senenas 36
CepAeyHble rMUKO3Nabl M UHOTPOMHbIE MPENAPATbl.........ceereverenen. 37
BKK M BDYTUC. ..ot 37
6.3.2. CNeUMmUYECKA TEPAMN ......vveeeeeeeeeeeeieeeeeieeeeeee e 37
AHTaroOHUCTbI PELENTOPOB SHAOTEIIMHA. ....cveveeveeeeveieresieresieeerenas 37
NHrnéuTopbl oCtoAN3CTEPASI TUMA D ... 39
CTUMYNATOPBI FYAHUNATUMKIIASD cvvvevevevierevceeeeeie e 39
0 Lo o3 Lo T 39
AroHUCTbI PELENTOPOB NPOCTAUMKINHA ... 40
6.3.3. [pumeHeHMe cneuudmryeckoil Tepanum B KIMHNYECKMX
TPYANAX JIAT-BIIC .....ooeveceeeccee e 40
7. OCHOMKHEHNS .......oovevieeeeerereeeeetete ettt renas 42
T A ADUTMUM ..o 42
7.2. KDOBOXAPKAHDBE .....eeeeeeeeeeieeeeeteiene et ene e seenenas 44
8. 0CO0ObIE COCTOTHMS <.ttt 45
8.1.5EPEMEBHHOCTD ...t 45
8.2. HTeHCMBHAs Tepanna U UHTEPBEHLNOHHOE JIEYEHUE ........... 45
Q. ANTOPUTM BEBIEBHMS ...ttt aeneneas 45
10. MpodunakTika n ANCNAHCEPHOE HABMIOAEHNE .............o........ 46
11. Tpe60BaHNSA K IKCNEPTHOMY LIEHTPY .coveverererrereeereceeve e 48
10. TIPUNOKEHUS ...ttt 48
MpunoxeHue 1. BMC ¢ pa3BMTUEM NIEFOYHON TUNEPTEH3UN .......... 48
MpunoxeHue 2. MeToanka npoBeaeHns TecTa

B-MUHYTHON XOBBOBI.....veviieveviiieteieesieieiee et eneas 49
[MpunoxeHue 3. LLkana oLeHKN ofbILLKN N0 BOpry.........cc.cveeee. 49

MpunoxeHue 4. KnuHn4eckue nccnefoBaHmns cneundnyeckux
NEroYHbIX Ba30aunaTaTopos y B3pOCbIX

¢ npekanumaApHOA JIF npu BIIC ... 50
MpunoxeHue 5. NHDopmaumns AN NAUNEHTOB .......cccevevereeevnenen. 53
CIIUCOK TUTEPATYPD covevvveeeeteeeee ettt eeetee e eeeeestese e eeeaeenens 54

MaptbiHiok Tamuna ButanbeBHa (3am. npefcefarens), o.M.H.,
PYKOBOAWTENb OTAENa JIer04YHOM TMNepTeH3un U 3abonesaHmii
cepaua, HAN knunuyeckoii kapamonorum um. A.J1. MscHuKoBa,
OreY «HMUL, kapanonorun um. akaa. E.N. Yazosa» MuH3apasa
Poccumn, MockBsa, Poccuitickas ®egepaums (Tamila V. Martynyuk
(vice chairman), Dr. of Sci. (Med.), Head of the Department of
Pulmonary Hypertension and Cardiac Diseases, A.L. Myasnikov
Research Institute of Cardiology, E.l. Chazov National Medical
Research Center Of Cardiology, Moscow, Russian Federation),
https://orcid.org/0000-0002-9022-8097

Lmanby AHTOH Anekceesuy (3am. npegcepnatens), A.M.H., Beqy-
WA HaYYHbIA COTPYAHUK OTAENEHUS XUPYPrU4ecKoro neyveHus
3a60neBaHN cepaua ¢ NPOrpeccupytoLlen NeroYHoM runepTeH-
aunen, ®IeY «HMUL CCX um. A.H. bakynesa» MuHagpasa Poc-
cumn, MockBsa, Poccuiickas ®egepauns (Anton A. Shmalts (vice
chairman), Dr. of Sci. (Med.), Leading Research Associate of
the Department of Surgical Treatment of Cardiac Diseases with
Progressive Pulmonary Hypertension, A.N. Bakulev National
Medical Research Center of Cardiovascular Surgery, Moscow,
Russian Federation), https://orcid.org/0000-0001-8937-1796
Banuesa 3apuna ContaHoBHa (CekpeTapb), K.M.H., CTapLIWii Ha-
YYHbIA COTPYAHUK OTAENA IErOYHON rMnepTeH3nn n 3abonesaHum



GUIDELINES FOR THE MANAGEMENT
2021 EAC GUIDELINES

cepaua, HAWN knuHnyeckon kapauonorum um. A.J1. MscHukoBa,
®IrBY «HMWLU kapaunonoruun um. akag. E.N. Yazosa» MuH3npa-
Ba Poccun, Mocksa, Poccuiickas ®efepaums (Zarina S. Valieva
(secretary), Cand. of Sci. (Med.), Senior Researcher of the
department of pulmonary hypertension and heart diseases, A.L.
Myasnikov Research Institute of Cardiology, E.I. Chazov National
Medical Research Center Of Cardiology, Moscow, Russian
Federation), https://orcid.org/0000-0002-9041-3604
bapbiwHukoBa MpuHa HpbeBHA, K.M.H., Hay4Hblil COTPYAHMK
OTAeNeHns ynbTpa3BykoBoW awarHoctuku, ®IBY «HMUL CCX
um. A.H. bakynesa» Mun3gpaBa Poccuu, Mocksa, Poccwmii-
ckas ®epepauuns (Irina Yu. Baryshnikova, MD, PhD, Researcher
departments of ultrasound diagnostics, A.N. Bakulev National
Medical Research Center of Cardiovascular Surgery, Moscow,
Russian Federation), https://orcid.org/0000-0001-8071-2531
Fnywko Jirogmuna AnekcaipoBHa, K.M.H., 3aBefytoLlas rpynnoi
NEeroYHbIX Npo6 W MOHWUTOPUHra ra3oobmMeHa — Bpad (PYHKLWO-
HanbHOW amarHoctukn, ®IreY «HMWL CCX um. A.H. bakynesa»
MwuHsgpasa Poccumn, Mocksa, Poccuiickas ®epepaums (Lyudmila
A. Glushko, Cand. of Sci. (Med.), Chief of Pulmonary Tests and
Gas Exchange Monitoring Group — Functional diagnostician, A.N.
Bakulev National Medical Research Center of Cardiovascular
Surgery, Moscow, Russian Federation), https://orcid.org/0000-
0002-6532-7261

I'pamoBuy Bnagummp BnaguMupoBuy, K.M.H., CTapLINA HAY4HbIA
COTPYAHUK OTAeNa N1Iero4YHOM runepTeH3nm n 3abosieBaHunii cepa-
ua, HAN knuumyeckon kapanonorum um. A.J1. MacHukosa, ®IbY
«HMWL kapauonoruu um. akaa. E.lN. HYazosa» MuHsapasa Poc-
cuu, Mocksa, Poccuiickas ®eaepauns (Vladimir V. Gramovich,
Cand. of Sci. (Med.), Senior Researcher of the department of
pulmonary hypertension and heart diseases, A.L. Myasnikov
Research Institute of Cardiology, E.I. Chazov National Medical
Research Center Of Cardiology, Moscow, Russian Federation),
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Research Center Of Cardiology, Moscow, Russian Federation),
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HWeMm, HauuoHanbHbIA HayYHbIA KapAMOXUPYPrUYECKUIA LIEHTP,
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CMUCOK COKPALLEEHUIA

BNP/ NT-proBNP — M03roBoit HaTpuitypeTuyecknin nentng/
N-KoHueBoi parmeHT BNP

ERS — EBponeiickoe pecnupaTopHoe 06LLecTBO

ESC — EBponelickoe 06LLeCTBO Kapamosioros

FAC — chpakuuns n3ameHeHus nnoLaau

NO — okcup a3oTa KT — Xenyno4koBas Taxumkapams

NYHA — (New York Heart Association) Hbto-opkckas accoumauus KO — KOHEYHO-ANaCTONNYECKOE AaBSIeHNe

cepaua KIMOGC — kateTepu3auus npasbIx OTAEN0B cepaua

0, — xucnopon KT/MCKT — komnbtoTepHas Tomorpadous/ mynstucnupanbHas KT
Pa0,/PaC0,— napunanbHoe AaBneHue KNCNopoja/ yrnekucnoro JNAT/ I — neroYHas apTepuanbHas runepTeH3ns/ nerovHas

NBEC — nwemunyeckas 60ne3Hb cepaua

VK[ — nmnnaHTupyemblii KapauosepTep-aeconbpunnatop
WM — namonatuyeckas nerovHas runepreH3ns

N®[135 — uHrnéutops! dpocoanactepassl Tuna 5

13 — MHMEKLNOHHBIN 3HA0KApANT

rasa rnnepTeHaus

peak VO, — nukoBoe noTpe6reHue kucnopoaa JIA — neroyHas apTepus

Perc0, — KOHEYHO-3KCNMpaTopHoe napunanbHoe fasnexue CO, JIN/ITK — nesoe npencepamne/ NeBbIA Xenynovek

P, 0, — 1bBEONAPHO-KANMANSPHbIA FPAAMEHT NapLmManbHOro JICC /NCC — nero4Hoe/ nepuchepnyeckoe COCyaNCToe

[1aBfIEHNS MO KUCNOopoy
Sa0,/ Sv0, — carypaumsa O, apTepnanbHoil / BEHO3HO KPOBN
Sat0, — carypauus KpoBi KUCNOpoaoM

SMMN — nnowaas NpaBoro npeacepams

TAPSE — cuctonuyeckas akckypcust oubpo3Horo KonbLa
TPUKYCNMAANbHOMO KnanaHa

VE/ V,, — BEHTUNSLUNOHHbIA 3KBUBANEHT NO YNEKNCIIOMY rasy
VD/NT — oTHOLIEHMe 06bemMa MePTBOr0 NPOCTPAHCTBA K
AbIXxaTeNibHOMY 06beMy

VO,/WR — aapo6Has acDheKTUBHOCTb BbINOIHEHHON HarpysKu
VO,/HR — kucnopoaHblii nynbe

VT — [ObIxaTenbHbl 06bEM

Qp/Qs — COOTHOLLEHIE NEero4YHOro 1 CUCTEMHOIO KPOBOTOKA
WR — 06beM BbINOHEHHOI HArpy3KK

AP3 — aHTaroHUCTbl PELEnTOPOB 3HA0TENINHA

BKK — 6nokaTopbl KanbLWeBbIX KaHanos

BO3 — BcemupHas opranusauus 3apaBooxpaHeHus

BMPT — BHyTpunpencepaHas peuunpokHas Taxukapams

BMNC — BpOXaeHHbIE MOPOKK cepaua

BCC — BHe3anHas cepfieqHas CMepTb

[3J1A — naBneHune 3aKNUHMBAHWA B NNErO4HON apTepun

ONA/ cpATA — naBneHue B NEro4YHON apTepun/ cpefiHee AaBneHne

B NEro4Ho apTepum

AMXKIT — nedekT Mexkenyno4koBoN Neperopoaku
AMIM — pedekT mexnpeacepaHoil neperopoaki
E[l — egnHuLbI
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CONPOTUBMEHME

MKK — manblii Kpyr KpoBoo6palleHus

MPT — marHuTHo-pe30oHaHcHas Tomorpaus

HXXT — HagKenyno4koBas Taxukapaus

OAIT — OTKpbITIA apTepuanbHbIA NPOTOK

[TK/TIN — npaBbIn Xenyao4ek/ npasoe npeacepane

[, — npocTaumknuH

pl'l — pactBopumas ryaHunaruuknasa

PKW — paHaomMm3npoBaHHOE KOHTPONUPYEMOe UCCea0BaHue
P®IT — paanoapmnpenapat

CB — cepaeyHblii BLIOPOC

C3CT — cuctemHoe 3a60neBaHNe COeJMHUTENbHOI TKaHM
T6MX — TecT 6-MUHYTHOWN X0b0bI

TN — TpaHcnynbMOHaNbHbIA FPaaneHT

T3JTA — TpoM603M6ONNS NErO4HON apTepun

OK — (DyHKLMOHAMNbHbIA Knace

OB — hpakuus Bbibpoca

XCH — XpoHuyeckas cepaeyHas He0CTaTO4HOCTb
XTI — XpoHuyeckas TpoM603aMO0NIM4ecKas NeroyHas
rnnepTeHams

HCC — yacToTa cepaeyHbIX COKPaLLIEHMN

UrM® — umknnyecknini ryaHosamHMoHogocdart

IKIN — anekTpokapanorpadwms

IKC — anekTpoKapAnoCTUMYNATOP

3T-1 — sHpoTenuH-1

AxoKIN — axokapauorpadus
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1. BBEAEHUE

J1éroyHas runepteHaus (J/17), accouMMpPOBaHHAsA C BPOXAEHHbI-
MK nopokamu cepaua (BIMNC) — ofHa u3 dhopm TsXKeNoi naTonorum
CepAe4H0-CoCYANCTOI CUCTEMBI, KOTopas TpebyeT 0T KNMHULUCTOB
0c060ro nofxoda. B pesynsrate KOMMIEKCHOM KIIMHUYECKON U re-
MOAMHAMUYECKON OLEHKM CrefyeT onpefenutb onepabesibHOCTb
NauneHTOB 1 BbIOPATb PALMOHANTbHYIO TAKTUKY NIeYeHus.

B 2019 r. akcnepTtamu EBpasuinckomn accoupanm Kapamonoros
paspaboTaHbl PeKOMeHAaLMn no AuarHoctuke u nedenmio JIM [1].
MpuHumas Bo BHUMaHWe reteporeHHocTb JT npu BMC, 3HayuTeNsb-
HbIA POCT 4KCIIA B3POCIbIX NALMEHTOB C AAHHOW NATONOrueil 3a no-
CnejHue rofbl, 3KCnepTHas rpynna kapauoxupypros v Kapauonoros
noa armpoii Espasuiickoit accoumnaunm Kapanmonoros noLroToBuna
peKoMeHaLuMn no AuMarHocTuke 1 nedveHuto JII, accouumpoBaHHOM
¢ BIC y B3pocnbix. MpeanoxXeHHblit AOKYMEHT pa3pabatbiBancs Ha
OCHOBAHWM aHann3a HauMoHaNbHbIX N MEeX[LYHAPOAHbIX PEeKOMEH-
Jaumi, pykosoncts no npo6neme JII, faHHbIX COBPEMEHHbIX peru-
CTPOB, MHOFOLEHTPOBbLIX PAHAOMU3UPOBAHHbLIX KOHTPONUPYEMbIX
nccnepoBanuin (PKW), KOHCEHCYCHbIX AOKYMEHTOB, OMy6SIMKOBaH-
HbIX 32 MOCNeLHME rofpl, C LieSIbI0 ONTUMIU3ALMN ANArHOCTUYECKOrO
npoLiecca 1 Jie4eHns AaHHON Kateropun 60nbHbLIX. PekomeHaauun
EBponerickoro o6Liectsa kapauonoros (ESC) no BefeHuo B3poc-
nbix nauueHTos ¢ BINC 6binn 0406peHsl B 2020 r., B JOKYMEHTE Npu-
HATbI BO BHUMaHWE HOBbIE [aHHbIE, B TOM YWCANE MO YPECKOXKHbIM
BMeLLATeNbCTBAM W CTPATU(IMKALMKM PUCKA OTHOCUTENIbHO CPOKOB
onepauuu, a Takxe BbI6opa MeaNKaMeHTO3HOro JiedeHus [2].

Ha VI BcemupHom cumnosuyme no JIT (Huyua, ®padums, 2018 )
NPeanoXeHo 3MEHNUTb ANarHOCTUYECKUA KpUTEPUIA M CHU3UTL NOPO-
rOBYO BENMYMHY CPEAHEro AasreHus B iero4Homn aptepuu (cpdJ1A)
B MOKOE npu npsaMom u3mepeHuun fo > 20 mm pr. ct. [3]. lemoam-
Hamunyeckas knaccudpmkaums J1I B pekomengaumax ESC no sefeHuo
BMNC 2020 r. nocTpoeHa ¢ y4eTOM HOBOI0 AMArHOCTUHECKOr0 KpuTe-
pus. OgHako B EBPasMnCKMX peKOMeHAAUMsX N0 AUArHOCTUKE U fe-
deHmio JIM 2019 r. coxpaHeH NPexxHUIA AMarHOCTUYECKNIA KpUTEpUiA
cp1A > 25 mm pT. cT., npuHaATbIi ESC 1 EBponenckum pecnuparop-
HbIM 06LecTBOM (ERS) B 2015 1. 310 CBA3AHO C TeM, 4TO A0Ka3aTeSlb-
Has 6a3a B Nosb3y 3P (EKTUBHOCTM CNeLnpUYECcKMX Npenaparos AN
NeYeHNs NerovHoi apTepuanbHoi runepteHsumn (J1Al) nonydena B
PKIA, B KOTOpbIE BKIIHOYANIUCh NAUMEHTbI C NPeKanuinsapHoi Neroy-
HOIA runepTeHamen | rpynnbl ¢ yposHem cpJT1A > 25 Mm pT. CT.

JIAT npn BINC 3aHumaeT B cTpaHax EBponbl TpeTbe MecTo no
PACNPOCTPAHEHHOCTI NOCNE UANONATUYECKOI NIerO4YHON runepTeH-
3um (UN) v JTIAT, accoumumpoBaHHON C CUCTEMHBIMU 3a60J1eBaHN-
MK coeamHuTeNnbHoM TkaHu (C3CT); BTopoe mecto nocne WU B
ctpaHax Asuu n Poccum [4, 5, 6]. Hambonee 4acto JIAI accoumu-
pyetcs ¢ npocTbimu BIC, cpeau KOTOPbIX AedheKTbl MeXnpeacepa-
Hoii neperopoaku (AMIIM) nnm Mexoxxenymno4koBoil Neperoposku
(AMXK), 4acTUYHbIA aHOMANbHbIA APEHAX NEroYHbIX BEH, OTKPbI-
TbIA apTepuanbHblil Npotok (OAIMT). MMpu OTCYTCTBUM CBOEBPEMEH-
HO XMPYPrYecKoi KoppekLumumn npocTbie BINC MOryT 0CNOXHATLCS
passutuem J1Al B no60M BO3pacTe, OKasbiBas BNUAHUE HA (HU3M-
YeCKYI0 aKTMBHOCTb M Ka4€CTBO XW3HW, 3a60/1eBAEMOCTb U CMepT-
HOCTb NauueHToB [7]. BblgeneHs! KnnHnyeckne BapnanTsl JIAM-BI1C
C Y4eTOM 0CO6EHHOCTEI KNUHUYECKOTO TEYEHWUS 1 NPOrHO3a.

Ha 6ase o6uwiero anroputma nevenus JIAI B pekomeHZauuax
ESC/ERS pa6oyas rpynna npefnaraet anroputm nedenus npu Brc
C Y46TOM OCOOEHHOCTEN NALMeHTa U BKNOYAET 06LUME Mepbl, WH-
TEPBEHLIMOHHbIE M XUPYPriu4ecKue BMELLATeNbCTBA, NOAAEKMBALO-
LLyt0 Tepanuio 1 crieumdmyeckyto Tepanuio. MNpennoxeHa ctparerus
OLLeHKM pucka netanbHocTy JIAT 1 KOHLenuus CKpuHuHra [8].

CornacHo pekomenpauuam ESC/ERS Bce amarHoctuyeckue u
neyebHble MePoNPUATUSA NPeAnoXeHbl B COOTBETCTBUE C Knaccamm
PEKOMeHZaLMiA U YPOBHAMM [ioKasaTensHocTtu (tabn. 1.1.) [1, 4].

Ta6nuua 1.1. Knaccbl peKkoMeHAaLuii U YPOBHU 0Ka3aTeNbHOCTH
Table 1.1. Recommendation classes and levels of evidence

Knaccbl pekomeHpauuif

Knacc | [lokazatenbcTBa U/munm eanHoe MHEHWE, 4YT0 AuarHo-
CTUYECKas npoueaypa MW BUA NEYEHUs ABNAIOTCS
3(MEKTUBHLIMU W MONE3HBIMY

Knacc Il TpoTuBOpEYMBbIE [aHHbIE U MHEHMS 06 3dEKTMB-

HOCTW/ NOfb3e NeYeHns

Knacc lla CoOTHOLLEHME JaHHbIX/ MHEHWIA B NONb3Y 3 (EKTUB-
HOCTW/ NONb3bI JIEYeHUS

Knacc Il b COOTHOLIEHME [aHHbIX/ MHEHUIA B OTHOLUEHUM (-
(PEKTUBHOCTW/ NOMb3bl HE YCTAHOBMEHbI

[laHHbIe Unn eanHOe MHEHWE, YTO NeYeHne/ NpoLeay-
pa He ABNAETCA NONe3HbIM, 3 EKTMBHbLIM, a B psjie
CNy4aeB MOXKET ObITb 1aXKe ONACHbIM

YpoBHM fOKa3aTENbHOCTH

YpoBeHb A [laHHbIe NONY4YeHbl N0 pe3ynstataM MHOXECTBA paH-
LAOMU3NPOBAHHbLIX KOHTPOMMPYEMbIX WCCNEA0BaHMIA
(PKI) nnn meta-aHann3os.

YpoBeHb B [JaHHble nony4eHbl N0 pesynbratam oaHoro PKI nnu
MacLUTabHbIX MCCNEA0BaHNIA C HeonpeaeneHHbIMU pe-
3ynbTatamu.

VYpoBeHb G EAMHOE MHEHUe 3KCNepTOB W/WUNu AaHHbIe HEB0bLIMX
HEKOHTPONUPYEMBIX UCCEN0BaHUA, PETPOCMNEKTUB-
HbIX MCCNEA0BAHNIA, PErMCTPOB.

Knace Il

B HacTosiem HOKymMeHTe, pa3paboTaHHOM akcneptamu Es-
Pa3MCKOI accouuauum Kapauonoros, Y4YTEHbl HaLWOHaNbHbIE
0CO6EHHOCTU B BbIGOPE AMArHOCTMYECKMX MOAXOA0B W CTpaTerumn
neyenus y B3pocnbix naumentos ¢ JIT npu BIC. EBpa3uitickne pe-
KOMeHAauum no auarHoctuke u nevenmnto JIT npu BIC npusBaHbl
YAYYIINTb PAHHIOK AWArHOCTUKY 3TOW TSHKENOA maTonorum, ceo-
€BPEMEHHO BbIIBUTb OMepabeNibHbIX MaLUWeHTOB W OCYLLECTBUTH
BbI6OP OMTMManbHOW cTpaterum nedeHus. lpakTUyeckoe Pyko-
BOJICTBO NpeJAHA3HA4YeHO ANS LKMPOKOro CNeKTpa cneLnanncToB —
TepaneBTOB, KapAnoNiOroB, KapAMOXMPYproB, PEHTreHIHA0BACKY-
NSPHbIX 1 COCYANCTbIX XMPYProB, MyNbMOHOJIOr0B, Bpadei 06LLeil
MPaKTUKN.

2. ONPEAENEHWE N KNACCU®UKALIUK

JleroyHas runepTeH3us — 310 reMoOgUHAMUYECKOe 1 NaTodn3u-
0I10rM4eCKOe COCTOSIHME, Onpejensemoe npu nosbiwenun cpas1A >
25 MM pT. CT. N0 AaHHbIM KaTeTepu3aumn npasbix OTAEN0B cepaua
B nokoe [1, 2, 9].

YCTaHOBNEHO, 4TO HOpManbHble 3HadYeHus cp[JIA nokoe npu
npssMOM U3MepeHnn coctasnsaloT < 15 mm pt. cT. [10]. 3Ha4eHme
MHBA3MBHOW OLEHKN Ansg amarHoctuku J1T, B Tom 4nucne npw BIIC, n
BbI6OPA TAKTUKK NEYEHNs NOAYepKmBaeTcs B pekomeHgauusx ESC/
ERS 2015 r. [10]. OcHoBHOM 3aja4eil ABNAETCA UCKIHOYEHUE NOCT-
KanunnsapHoi J1I y NaumeHToB C KnanaHHbIMWU NOPOKaMK UNIKn aua-
CTONMYECKOM AMCAYHKLMEN NEBOro »Xenynoyka.

OueHKa TpaHcnynbMoHanbHoro rpaguenta (TIT), kak pasHuub!
mexay cp/1A n gaBneHmem 3akNUHWBAHUSA B NIErOYHON apTepun
(A311A), npu I Ha doHe BIC coxpaHsaeT BaXKHOe 3HaveHme [11].
B coBpemeHHbIx pekomenpaumax ESC/ERS 2015 r. nogyepknsa-
t0TCA NPEUMYLLECTBA M3MEPEHUs ANACTONMYECKOr0 rpagneHTa no
cpasHeHmto ¢ TMNI ¢ y4eTOM 3aBMCMMOCTU NOCNESHEro 0T BENU4U-
Hbl cepAaeyHoro Bbibpoca (CB). OaHako ans AuacTonnyeckoro rpa-
JNEHTA y NauueHToB CO CNOXHOM aHaTOMMUEN cepaua unn nocne
onepauum DoHTEHA He YCTaHOBMEHbl PedepeHCHbIE 3HAYEeHUS.
Cnefyer OTMETUTb, YTO HELOCTATOYHOCTb NErOYHOr0 Knanaua,
KOTOpas 4acto BO3HUMKaeT npu BIC, MoXeT NpuBecTi K NOXHOMY
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CHVDKEHUIO BENUYMHBI ANACTONIMYECKOro rpagmenTa [12].

CornacHo 06HoBNeHHOM Knaccudukaumu VI BcemupHoro cum-
nosumyma (Huuua, 2018) [3,12-14] JII, kak ocnoxxHeHue BIIC, mo-
KT BbITb OTHECEHa K YeTblipem U3 natu rpynn JII (taén. 2.1.).

B npunoxenun 1 nepeuncnenbl Bce BIC, npuBogsime K pas-
Butuio JII.

BaxHo Bblgenutb JIAI, accoummpoBanHyto ¢ BMC (rpynna 1),
v JIT npu NOBbILEHHOM [ABNEHUA HAMOSIHEHUS NIEBOMO XENyaoy4ka
(/1K) > 15 mm pT. cT. — nocTkanunnsapHyto JII 3a c4eT NaccMBHON
nepefayn AaBneHns HanonHenus JIK B KNUHWYECKMX rpynnax 2 u
5 (Tabn. 2.2.). 310 HEOOXOAMMO C YY4ETOM NMOTEHLMANTLHOIO puUcKa
OCNOXHEHUN nNpu HasHadeHuw JIAT-cneuudmyeckux npenaparos B
cnyyae noctkanunnaproi JI [12,15].

ToyHoe onpeaeneHue popmbl ST npu BINC nmeeT KpaiHe Bax-
HOe 3HayeHue. [pefcTaBneHHas remoauHaMu4eckas Knaccumka-

Tabnuua 2.1. Knaccuthukanusa JII, accouunpoBanHoii ¢ BIC
Table 2.1. Classification of PH associated with CHD

Knuuuyeckue rpynnbi JIF

. Jlero4yHas aptepuanbHas runepTeH3ms:

1.1. Nanonartnyeckas (W)

1.2. Hacnegyemas (mytaumn BMPR2, npyrue)

1.3. IHpyumpoBaHHas npuemom JiekapcTs U TOKCUHOB
1.4. AccouumpoBaHHas c:

uus yaobHa Ans NOBCEAHEBHOW KMWHWUYECKOA MPAKTWUKM, XOTS He
BCEra TOYHO OTPAXKAET CMOXKHOCTb KAPTUHbI 6ONE3HU.

MpekanunnapHas NI y naumeHtoB ¢ BIMC n 6uBeHTpU-
KynspHOi TFeMOAMHAMMKON ONpeaenseTcs npu MOBbIWEHNN
cpJ1A > 25 MM pT. CT., NIErOYHOr0 COCYAMCTOr0 COMPOTUBEHUS
(NCC) = 3 eguuuy (EQ) Bypna n A3N1A <15 mm pr. cT. [4-5,12,16-17].

MoctkanunnapHas JII npu BMNC ¢ 6UBEHTPUKYNSPHOA remo-
JQUHAMUKOA — cocTosiHMe, npu Kotopom cpd/1A > 25MMm pT. CT. 1
O3J1A > 15 mm pr. cT. [1-13].

B knuHuyeckon knaccudomkauuu JTAM-BINC BbIAensoTcs YeTbl-
pe rpynnbl: 1) cuHgpom Jinsenmenrepa, 2) J1Al, accoumnpoBaHHas
C NPEeNMYLLECTBEHHO CUCTEMHO-11EroYHbIMM LWyHTamu, 3) JTAT npu
ManblX, CrydYanHbIx gedektax, 4) JIA[ nocne Xmpypruyeckom Kop-
pekuun nopokos (1aébn. 2.1.) [15-17]. Cpeau npocTbiXx NOPOKOB
cnegyet 0TMeTUTb Hanbonee YacTble — ONIKIT, AMIMMN n OAI.

®opwmbi JIT, accounnposanHoi B BINC

1. CuHzpom dn3eHMeHrepa

2. JIAT, accoumnpoBaHHas ¢ npeobnagaoLmmm
CUCTEMHO-NIErOYHbIMU LLIYHTaMU (OrepabenbHble,
HeonepaobernbHbIe)

3. AT ¢ manbimMu/ conyTCTBYIOLLMMM AeheKTamm

1.4.1. BpOXJEHHbIMI NOPOKaMU CepALA (CUCTEMHO-NEr0Y4HbIE LLYHTbI) |

4. JIAT nocne KoppekLuu nopoka

1.4.2. cUCTEMHbIMU 3a60N1EBAHUAMMN COEAUHUTENBHOW TKAHM
1.4.3. nopTansHOi runepTeHsune

1.4.4. BUH-nHDekupmei

1.4.5. luncTOCOMO30M

1'. Jlero4Has BEHO-0KKNO3MOHHAsA 60S1E3Hb/ IErOYHbIN KanuapHbIi

reMaHrnomaros

II. JTero4Has runepteH3uns BCrEACTBUE NATOMOMNN NEBbIX OTAEN0B CepaLa:

2.1. Cuctonunyeckas ancyHKuLms
2.2. [lnactonnyeckas ancgyHkuus
2.3. KnanaHHble nopoku

CTeHO3bl NEroYHbIX BEH
TpexnpeacepaHoe cepaLe

TA [1J1B ¢ 06CTpyKLMEN OTTOKA
MwuTpasnbHbIii/aopTanbHbIN CTEHO3

2.4. BpoxzeHHas/ npuobpeteHHas CC3 ¢ noctkanunnspHou JT

KoapkTauus aopThl

Il. JlerouHas runepTeH3us BCneacTBme 3a001€BAHNIA NETKNUX U/ TUMOKCEMUU:

3.1. XpoHuyeckas 06CTPYKTMBHAA 60N1E3Hb NErKUX
3.2. ViHTepcTuumanbHele 3a60/1eBaHmns IErKMX

3.3. [ipyrvie 3a60neBaHmMs NIErknx O CMeLIAHHbIMU PECTPUKTUBHBIMM 1

06CTPYKTUBHBLIMU HAPYLUEHWAMU

3.4. HapyLueHus JbixaHus BO BPEMSA CHA

3.5. CMHAPOM anbBeONIAPHOI FMMOBEHTUAALNN
3.6. Boicokoropxas J1I

3.7. AHOManun pasBuTIA NIETKNX

IV. JII Bcnefcteue 06CTPYKLMN NEFO4HbIX apTepuii:
4.1. XpoHuyeckas Tpomboambonuyeckas Jir

BpoxaeHHble cTeHOo3bI JIA

4.2. [Ipyrne 06CTPYKLMM NIEFO4HO apTepuu

V. JII HeM3BECTHOrO MMM CMELUAHHOrO rexHesa:

5.1. Femartonoruyeckune 3a605eBaHNs (XPOHMYECKARA reMOSTUTUYECKAs aHeEMUS,

MuenonponndepaTuBHble 3a601eBaHNS, CNIEHIKTOMMNSA)

5.2. CnCTEMHbIE HapyLLEeHNs (CapKOUAO03, JIErO4HbIA FMCTUOLNTOS,

NUMEAHTMONENOMUOMATO3, HEMPOPUOPOMATO3, BACKYNNThI)

CermeHtapHas JII' (otxoxaeHue JTA ot OAI,
otcytcTeme J1A, AIIA ¢ OMXKIT u BAJIKA,
€[IVHCTBEHHbIN XXenyao04ek, FeMUTPYHKYC)
CuHapom ftarana

5.3. MeTabonnyeckne HapyLeHus (FMUKOreHo3bl, 6051e3Hb owwe, ANCHhYHKLMS

LLIMTOBWAHON XKeNe3bl)

| 5.4. Opyrue
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Tabnuua 2.2. FTemoguHamuyeckue Bapuantbl JIM npu GUBEHTPUKYNAPHOM remoguHamuke [19]
Table 2.2. Hemodynamic variants of PH in biventricular hemodynamics [19]

Onpepenexue XapaktepucTuka Knuunyeckue rpynnbi JIr
Jr » CpepHee [I/1A > 25 mm pT. €T.  Bee rpynnbl
MpekanunnapHas JIT » Cpeaxee [N1A > 25 mm pt. c1. 1. JIAT

« 13/1A < 15 MM pT. CT.
«JICC > 3 en. Byna

MocTkanunnspHas JIT

Y3onmpoBaxHas noctkanuanapHas Jii

JIT npu cnoxxHom BTG MOXET orpaHn4nBaThCca 0OnpeaeneHHbIMM
CermeHTamu JIero4HOro COCYAMCTOro pycna (cermentapHas ), 4to
Hanbosiee 4acTo OTMEYaeTCs Npum atpe3nn neroyHom aptepun (J1A)
B coyeTaHum ¢ [AMXKI. Mocne onepauuu ®oHTEHA y NALMEHTOB MO-
XeT (hOPMUPOBATLCS NEro4HO-COCyaMcTas 60M1e3Hb C NOBbILIEHNEM
JICC [18]. MoBblLweHue AasneHns B nero4qHoin aptepum (JJ1A) y atux
NaLMEHTOB TaKXXe MOXET ObiTb BbI3BAHO YBENNYEHUEM [AaBNEHUS
HaMONIHEHWA XXeNTYA04YKOB W/ WU HELOCTaTOYHOCTbIO MUTPASTbHOMO
WU TPUKYCNMAANBHOO KNanaHoB.

YyutbiBas OTCYTCTBME 0O6LIENpUHATOro onpeaenedus Jir
NpyU YHWUBEHTPUKYNAPHOA reMOAWHAMUKE, CNeAyeT NPUHATb BO
BHWMaHME MOJTYBEKOBOA MUPOBOW OMbIT XUPYPrYECKOrO WU Me-
OVNKaMEHTO3HOr0 feYyeHnst 3Toi Kateropum nauwentos. JII npu
BMNC ¢ YHMBEHTPUKYNAPHOW reMOAWHAMUKON ONpenenseTcs npu
cpJ1A > 15 mm prt. cT. lMpekanunnapHas JII — 3T0 CcOCTOsHWMe,
npu kotopom cpJ1A > 15 mm pt. c1., JICC > 3 E[] Byna, cpenHuit
TNr > 6 mm pt. cT. [18-20]. MeHblune NOPOroBble 3HAYEHUs re-
MOJMHAMUYECKNX napameTpoB ans yctaHosnewus J1T npu BIIC ¢
YHWBEHTPUKYNAPHOI reMOAMHAMUKOIA 06YCNOBNEHbI TEM, YTO Nocne
onepaumnin «06xofa» NpaeblX OTAENOB CepAua (AByHanpaBfeHHbINA
KaBoMy/bMOHambHbIi aHACTOMO3 1 onepauns OHTEHA) NeroyHbIi
KPOBOTOK OCYLLECTBNISIETCA 32 CHET NPAMOro MOCTYNEHNS KPOBM U3
CUCTEMHbIX BEH 6€3 y4acTIs XXeNy[04KOBOIi HarHeTaTeNbHON Kame-
pbl, @ HU3Koe [JIA ABNAETCA KPUTUYECKM BAXHbIM AN Noaaep»a-
HWUS TaKoi remofguHamukm (taén. 2.3.) [18].

Mpwn BMC ¢ apTepnoBeHO3HbIM COPOCOM MOBbILLeHHOEe [J1A He
yKa3blBaeT Ha MOP(ONOrM4ecKne N3MEHEHNS IErOYHbIX COCYOOB.
Cp[JTA > 25 MM pT. CT. MOXXET UMETb MECTO Kak Npit NOBbLILLEHHOM,
Tak u npu HopmanbHoMm J1CC. B nocneaHem cnyyae nosbitweHne ON1A
He COMPOBOX/AETCS NIer04HO-COCYAUCTON BONE3HBIO 1 NOCHE KOp-
pekumn BIC Hopmanuayetcs [18-20].

Tabnuua 2.3. ®dopmbl JIM NpU YHUBEHTPUKYAAPHOHA FEMOJUHAMUKE
[18-21]
Table 2.3. Forms of PH in univentricular hemodynamics [18-21]

Onpepenexue XapaktepucTuka

nr « Cpeanee /1A > 15 mm pT. CT..
MpekanunnspHas e« CpegHee OJ1A > 15 Mm pT. CT.
JIr «JICC > 3 ea. Byna

» TpaHCMyNbMOHANbHbIA FPAANUEHT > 6 MM PT. CT.
MocTkanunnsapHas « Cpegnee AJ1A > 15 mm pr. CT.

nr « JICC < 3 en. Byna
(u30mupoBaHHas) ¢ TpaHCNyNbMOHAMBHBIA FPAAUEHT < 6 MM pT. CT.
Mpumeyanue (Note): TpaHCNyNbMOHANbHBIA FPaAKEHT ONPeaenseTcs Kak pasHuUa

mexgay cplJTA v cpegHum Jasnedvem B nesom npencepanu (the transpulmonary
gradient is defined as the difference between mPAP and mean left atrial pressure)

« Cpeanee /1A > 25 mm prT. CT.
« [13/1A > 15 Mm pT. CT.

JICC < 3 E[] Byna

KomburnposanHas npe- un noctkanunspHas JIr  11CC > 3 E[1 Byna

3. JII BcneacTBme NaTonorum nerkux

4. XpoHuyeckas Tpomboambonmnyeckas JI
5. JII ¢ HEACHBIMMN W/ MHOXXECTBEHHbIMU
MeXaHu3mamu

1. JIl BCneAcTBME NATONOMKM JIEBbIX KAMEp cepaua
2. JII' ¢ HesACHbIMU W/UNIN MHOXXECTBEHHbIMIA
MexaHu3mamu

JlerovHo-cocyauctas 60ne3Hb — KAWHWUKO-reMOANHAMN-
4ecKoe COCTOsIHWE, 06YCNOBMEHHOE NaTONOrn4yeckuM pemoge-
NINPOBAHNEM JIEr0YHbIX COCYA0B C YMEHbLUEHUEM OO6LLEro Cym-
mapHoro npoceeta [19, 22-23]. lMpu BIMNC ¢ 6UBEHTPUKYNAPHOI
reMoANHAMMKOW KpUTEpMAMN Nero4Ho-coCyamcTon 601e3HN 98-
nawTca nosbiweHne cpJ1A > 25 mm pt. 1. 1 JICC > 3 E[] Byna
npu HanuymMu mMopONOrMYecKUX W3MEHEHWA NEroYHbIX COCY-
[08; npu BIC ¢ yHUBEHTPUKYNAPHO reMOLMHAMMKOR — MOBbI-
weHue cpJ1A > 15 mm pT. cT., JICC > 3 E[l Byna u cpepHero
TMI > 6 MM pT. CT. NPWU HANUYKUN MOPDONOTrMYECKUX N3MEHEHUIA
NeroYHbIX COCYA0B.

PasnnyaioT M30IMPOBAHHYIO NOCTKANUINAPHYIO N KOMOWUHN-
POBaHHY0 NOCT-/NpeKkanuansapHyto JII B 3aBUCMMOCTM OT TOrO,
SIBNIAETCA JIN OHA CIeACTBMEM Nepeaadi NOBbLILIEHHOMO AaBeHUs
13 NeBbIX OTAEN0B CepALa Unn uMeeT CO6CTBEHHbIA MOPKONOru-
Yeckui cybctpart B NieroyHbix cocygax. Mpu BIC ¢ 6uBeHTPUKY-
NAPHOI reMoAMHAMUKOA U30nKnpoBaHHas noctkanunnapHas JII
xapaktepuayetcs JICC < 3 E[l Byna, kom6uHupoBaHHas noct-/
npekanunnapHas JIr — JICC > 3 E[ Byna [1-16]. CnegoBatens-
HO, Nero4YHo-cocyamncTas 6051e3Hb UMEETCs Y NaLMeHTOB C KOM-
OGMHUPOBAHHOM NOCT-/ npekanunnapHon JII' n OTCYTCTBYET npu
M30NMPOBAHHON nocTkanunnspHown JI.

Mpu BMC ¢ YHWBEHTPUKYNAPHOW reMOAUHAMUKOA W30NK-
poBaHHas noctkanunnspHasa JII onpefenserca Kak COCTOSAHME,
npw kotopom cpJ1A > 15 mm pT. ¢T., JICC < 3 E[l Byna, a cpea-
Huit TN < 6 mm pt. c1. [20-21, 24-25]. MNocTkanunnspuas JiI
npu BIC ¢ YHUBEHTPUKYNAPHOW remMOSUHAMUKOA MOXET ObITh
06yCnoBfieHa Kak aHaToMu4eckumu ocobeHHoctamu BIIC, Ha-
npumep, PeCTPUKTUBHLIM MEXNpPeAcepaHbIM COO0OLLEHNEM Npu
aTpesnn apTepuanbHOro aTpMOBEHTPUKYNIAPHOIO KlanaHa, Tak u
HapyweHneM O YHKLMN eAMHCTBEHHOTO XeNnyA04Ka unu HeJocTa-
TOYHOCTbO aTPUOBEHTPUKYNAPHBIX KNANaHOB.

FeMoanHamMm4eckoe onpefenieHne Nero4Ho-coCyaucTon 60-
Ne3HN Y NaUUEeHTOB C AWHCTBEHHbIM XXEeNy404KOM nocne one-
paumu QDOHTEHA [0 HACTOALLEro BPEMEHW B PEeKOMeHAauusx
otcytctyet. TNl onpenensercs Kak pasHuua mexay cpA/A un
[asneHuem B nesom npepcepaumn (J1M). Mocne onepauuu ®oH-
TeHa HopMalbHble 3Ha4eHus coctasnaT ana TN < 6 mm prT. CT.
n JICC < 3 E[l Byna [18, 26]. ®yHKLMOHANbHAA Knaccugukauus
JII (BO3) aBnsetcs afanTUpoBaHHbIM BapuaHTOM Knaccuuka-
umn Hoto-Mopkekoit accoumauum cepaua (NYHA) ans 60nbHbIX ¢
XPOHWNYECKON CepAevyHON HeaocTaTouHOCTbI0 (XCH) (Tabn. 2.4.)
[1,2,16,19].

EBPA3VICKIV KAPOUOTIOMMYECKUN XKYPHATT, 2, 2022 | 13 |



KIMMHWNYECKWE PEKOMEHOALWN
PEKOMEHOALVW EAK 2021

Tabnuua 2.4. dyHKUMOHaNbHAA Knaccuthukaumsa
Table 2.4. Functional classification

Knaccl OTCYTCTBYIOT OrpaHuy4eHns PU3N4eCKOA aKTUBHOCTW.
06bl4HblE PM3UYECKUE HArPY3KM HE BbI3bIBAIOT MOSB-
NEHNs OAbILKK, cnabocT, 60nen B rpyaHo KNeTKe,
npefo6MOPOYHbIX COCTOSHMA.

Knace Il  OTmeyaeTcsi HEKOTOPOE CHUXKEHUE (HM3NYHECKOI aKTMUB-

HOCTW. B noKoe naumeHTbl 4yBCTBYHOT Ce651 KOMGOPTHO,
0HAKO 00bI4HbIE (DU3NYHECKNE HArPY3KI CONPOBOXKAA-
t0TCS NOSIBJIEHNMEM OfbILLKK, cnabocTn, 60neil B rpya-
HOM KNeTKe, NPeaobMOPOYHbIX COCTOSAHUA.

Knace Il ®u3nyeckas axkTMBHOCTb 3HAYUTENIbHO OrpaHuyeHa.
He6onblune hm3nyeckie Harpy3ku Bbi3bIBAOT MOSB-
NeHne OfbILWKKA, €nabocTn, 60Nen B rPYLHONA KIETKE,
Npeso6MOPOYHbIX COCTOSHUMN.

Knacc IV [MauueHtsl He Cnoco6HbI MepeHocuTb N6yl usn-
YeCKYl0 Harpysky 6e3 MOSIBNIEHWUS BblLUEYKa3aHHbIX
CUMNTOMOB. CUMNTOMbI MOTYT MPUCYTCTBOBATH [aXe
B MOKOE, AMCKOMOPT BO3PACTAET NpU MUHUMAnNbHOM
Harpyske.

3. INAEMUONOrna 1 NPOrHo3

PacnpocTtpaHeHHocTb BINC B Mupe cocTasnsiet okono 9 Ha 1000
HOBOPOXAEHHBIX CO 3HAYUTENbHbIMI BapuaLMsMi B 3aBUCMMOCTY
0T pervoHa [27, 28]. B pa3BuTbix CTpaHax, HECMOTPSA Ha LUNPOKUIA
0XBaT KapAWOXMPYPruy4eckom MOMOLLb, 4ucno naumeHTtoB BI1GC
yBenu4meaetcs [2, 29]. bnaroaaps BHeAPEHUIO XMPYPrUYECKMX TEX-
HOMNOruiA, B nocnegHue gecatunetus > 90% poxaeHHsix ¢ BINGC go-
)KMBAIOT 10 B3POCNOro BO3PACTa, YTO NPUBOAMT K TOMY, YTO YMCIIO
B3pocnbix ¢ BI1C B 0611eCTBE 3HAYMTENBHO NPEBLILLIAET YKUCIIO A6Te
[30-31].

PacnpoctpanenHocTb JIAT, accounupoBanHon ¢ BI1C, Bapbupy-
eTcs 0T 4,2% no faHHbIM pernctpa BMNC go 28% no gaHHbIM KOropT-
HbIX MCCNE0BaAHNA CMeLMann3npoBaHHbIX LEHTPOB. YacTota pas-
Butua JIAI npu HekoppurmposaHHbix gedekrax cocrasnset 5—10%
0T BCcex nauueHToB ¢ BIC u 3aBucuT OT nokanuaauuu/ pasmepa
pedbekta. MossneHus JTAT y 60nbHbIX ¢ OAT MOXHO 0XmnaaTh y 3%
nauueHTos, npu OMMM — B 10-17%, npn OAMXN — y 50% 601b-
HbIX, NPY LeDeKTe aTPUOBEHTPUKYNAPHOI neperopogkn — B 90%
CNnyvaeB W y BCEX BOJIbHbIX C 06LMM apTepuanbHbIM CTBOSIOM [7].
CvHapom din3eHmeHrepa, Kak BapuaHt JIAT, sctpedaetcs B 0,001%
o6ulei nonynaumn Haceneuus ny 1,1-12,3% nauuenTos ¢ BI1C. bo-
nee 74% nauneHToB ¢ CUHAPOMOM J1i3eHMeHrepa 40CTUraoT BO3-
pacta ctapuwe 50 net [11]. CuuTaeTcs, 4T0 pa3BuTME CMHAPOMA JiA-
3eHMeHrepa onpefensercs pa3MepoM CUCTEMHO-NIErO4YHOrO LLUYHTa
1 06bLEMOM NEro4HOro KPOBOTOKA — Npu 60J1ee KPYNHbIX feekTax
nmeetca 6onee BbICOKUIA puck JTAT. BaxHa nokanusaums aedoek-
Ta, Hanpumep, HekoppurupoBaHHbin AMMM npuBoaUT K pasBuTmMIo
cuHApoma Jin3eHMeHrepa Tonbko B 5—10% cny4aes, B TO BpEMS Kak
npu HeonepuposaHHom OMXKIT — B 50% cny4aes. Cpean pasnuy-
HbIX popm BIC cyLiecTByOT 60/bLUNE PA3NNYUS B OTHOLLEHUM BpE-
meHu nosieneHus J1I. Tak, y naunentos ¢ OAI unn OMXKI cuHapom
Jii3eHMeHrepa BO3HMKAeT paHblue, Yem y naumeHTos ¢ AMIIM. Mpu
0onee CNOXHbIX NOPOKAX, TaKUX Kak MOMHbIA AeddekT npeaceph-
HO->XeNy[04K0BOIi NEPEropoaKn Unu 06LLWIA apTepuanbHbIii CTBON,
JIAT 4acTo passuBaeTcs B paHHeM feTcTse [32].

Y naumeHToB € CMHOPOMOM JM3EHMEHrepa, Hapsay CO CHU-
XKEHUEeM TONEPAHTHOCTU K (PU3NYECKUM Harpyskam, XapakTepHbl
LIMAH03, KOMMNEHCATOPHbIA BTOPUYHBIA 3pUTPOLMUTO3, TPOMOOLMTO-
neHus, TPOMBOIMOONNS NEro4HON apTepui U NeroyHbIe KPOBOTE-
YeHUs, LepebpOoBaCKYNAPHbIE OCNOXHEHUS, WH(PEKLMOHHbIA 3H-
LOKapAWT, @ Ha NO3AHMX CTaauax 3a60neBaHNs — MONMMOPraHHbIe
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HapywweHns. TeM He MeHee, HECMOTPS Ha LJIUTESIbHO CYLLECTBYHO-
wyto JIAT, TpexneTHsas BbDKMBAEMOCTb NALWEHTOB C CUHAPOMOM
Jii3eHMeHrepa CyLLeCTBEHHO Bbllle (85%), 4em y nauueHTos c JIAT
nocne koppekuuun BMNC unn NI (68%), 4T0 06YCNOBNEHO XOPOLUEH
COKPaTUTENbHOM CMOCOBHOCTLIO FMNEPTPOPUPOBAHHOIO MPABOro
xenygodka (MXK) v Hann4nem Npaso-N1eBoro LWyHTa, 06ecne4mBaio-
LLIero ero pasrpysky 1 nogaepxasue ageksarHoro GB [9].

XoTs JTAT-BINC MOXXeT 0TMeYaTbCs Y MYXXHWUH 1 XKEHLLUH N060ro
BO3pacTa, NaTosiorus Yatle BCTPEYAETCA Y XKEHLUMH 1 YBEJIMYMBAET-
A N0 Mepe YBeNMYeH!s Kak 610I0rM4ecKoro Bo3pacTa, Tak 1 Bo3-
pacTa Ha MOMEHT 3akpbiTusa gedekra [33]. [lemorpaduyeckue oco-
6eHHOCTM HUBenupYytoTca npu JIAT-BIC nocne Koppekuun aedekta
[34]. B nonynaunoHHOM nccrefoBaHnm NoKasaHo, Y4To pacnpocTpa-
HeHHOCTb JTIAT y NauneHTOB C BPOXKAEHHbIMM aHOManusmMi cepaua
cocTasnset 3,2% — 100 Ha MUNNUOH Cpeau B3POCNOro HaceneHns
B Leniom [33].

3a nocnegHee BpemMs 0TMEYAETCs YBeNNYeHMe NPoLeHTa nauu-
€HTOB, Habnto1aeMblIX B AKCNEPTHbIX LieHTpax. B pernctpe Euro Heart
Survey, BKNH0YaBLLUEM B3POCHbIX 60MbHbIX ¢ BIC, 13 1877 60/1bHbIX
¢ MMM nan OMXKT 28% umenu JTT, 12% — cuHapom 3iA3eHMeH-
repa [8]. bonbline OMKI, He CKNOHHbIE K CMOHTAHHOMY 3aKPbITUIO
U COMPOBOXAAKLUMECH BbIDDKEHHLIMU HapyLUEHWSAMU reMOAMHa-
MUKW 1 TSOKESbIM KIIMHUYECKUM Te4eHneM, 06yCNaBInBatoT HU3KYHO
BbDKMBAEMOCTb 60JIbHbIX C MeAMaHON B AuanasoHe 5-15 net [35,
36]. Mo gaHHbIM bpMTaHCKOro perncTpa, Ha OCHOBAHWK MHGOPMA-
UMM 7 LeHTpOB pacnpocTpaHéHHocTb JIAM-BIMG coctasuna 30,2%
0T BCex cny4aes JIAT, 4TO 3KBMBANEHTHO KONWNYECTBY NALUEHTOB C
NI — 33,6%, 1 3Ha4MTENbHO BbILLE, Y4eM B Opyrux pabdortax. Be-
posiTHee BCero, naumeHTbl ¢ JIAT-BMNC cTanu valle HanpasnsTbes
AN AUHAMUYECKOro HabntofLeHns B LeHTpbl no npobneme JII [7].
Mo naHHbIM Monnanpackoro peructpa, Al ¢ nedpektamu neperopoa-
Ki Habnwganacb y 6,1% nauueHToB B CpeaHem Bo3pacTe 38 ner,
60% cocTaBunK XeHWMHbI. PacyeTHas 3ab6onesaemocTtb JIAT-BIC
COCTaBMNA 2,2 Ha MUNNNOH HACENeHUs C PACMPOCTPAHEHHOCTbHO
15,6 Ha MUNNKUOH, 58% 13 KOTOPLIX UMENN CMHAPOM JN3EHMEHTe-
pa. lNoka3aHbl 0cobeHHOCTY pacnpefenerns naumeHTos JIAT-BIIC:
B pe3ynbTaTe paHHei AnarHoCTUKM 1 Koppekuuu BIC pacnpocTpa-
HEHHOCTb CMHAPOMA JN3eHMeHrepa CHU3WUNach, B TO BPeMs Kak
NPOLEHT B3POCNbIX NALMEHTOB C pe3ugyansHoit JIAT ysenuyumncs.
OMXKN 6b1n Hanbonee vacTtbiM BIC (42%). Y 3% nauueHToB OTMe-
yanacs JTAT nocne koppekuuu BIC [37].

B uenom, npu NAT-BIC oTmeyaeTcs 60onee mMeaneHHoe npo-
rpeccupoBaHue 3ab60sieBaHms, NauneHTbl UMEKT NyYLyio Npoaon-
XWNTENbHOCTb XXU3HW MO CPaBHEHUO ¢ apyrumun dopmamu JIAT
[6,34]. BbbkMBagMOCTb MAUWUEHTOB C CUMHAPOMOM J1i3eHMeHrepa
N0 CPABHEHWO CO 3[0POBbIMU MHOABMU CHUXKEHA, XOT UHAMBUAY-
anbHOE KIMHNYECKOE TEYEHNE MOXET ObITb BECbMA U3MEHUNBBIM, U
HEKOTOpbIE NauueHTbl AoXxuBaoT Ao 60 net u ctapwe [38]. Cneayet
OTMETUTb, YTO HeJaBHee WCCIef0BaHNe PasinNyHbIX KITMHUYECKNX
noarpynn JTAr-BINC noka3ano, 4To nauueHTbl C CUHAPOMOM JiA3€EH-
MEHrepa Unu CUCTEMHO-NEr0YHbIMI LIYHTAMKU CO COPOCOM KPOBU
CNeBa Hanpaso WMET JIyYLUYI0 BbDKMBAEMOCTb MO CPABHEHWIO C
6onbHbIMU € peangyansHoi JTAT unn ¢ mansiMu gedpekramu [34].
Cepaue nauweHTa ¢ CMHAPOMOM JN3eHMEHrepa OTNMYaeTCs Hanu-
4neM runepTpodnum 1 cnocobHOCTM pasrpyxatb MXK, nogaepxueas
CB, nyTem LUyHTMPOBaHMS KpoBW Yepe3 geddekT [39].

B KpynHbIX nccnefoBaHusix nokasaHo, 4To NPOrHO3 U BbKMBA-
eMocCTb naumeHToB ¢ JIAT-BINC pasnuyaroTcs npu pasgeneHunu na-
LIMEHTOB COrMacHo KnuHuyeckon knaccudukaumm [40,41]. Xyawmi
NPOrH03 UMEOT NauneHTbl ¢ ManbIMKU AedeKTamn 1 NauueHTsl ¢
JIAT nocne koppekuun nopoka [34]. lMauneHTbl ¢ NOCTTPUKYCNK-
JanbHbIMW AeeKTamMn XapakTepu3ytoTCs nyyLUei BbKMBAEMOCTbIO
N0 CPABHEHUIO C NaLMeHTamMm ¢ NPeTPUKYCNUAANbHBIMW UK CNOX-
HbIMKU fedektamu [38].
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4. 3Tonorua, MoOP®0Norns, NATOreHe3

dopMUpOBaHME Kamep Ceprua W KPYmHbIX COCYA0B MPOUCXO-
[UT K KOHLY NnepBoro Tpumectpa 6epemeHHOCTU. OCHOBHbIE MOPOKM
pasBUTMSA CepALa U KPYNHbIX COCYA0B, Kak HapyLLEHWA OpraHorexe-
3a, BO3HMKAIOT MPEUMYLLECTBEHHO Ha 3-8 Helene GepeMeHHOCTH.
B 5% cny4aes BpOX[eHHble aHOManUu cepfiua accounupoBaHbl ¢
XPOMOCOMHbIMW HapyLleHnamMu (cuHapom [ayHa, cuHgpom Coto-
ca, CMHApOM [latay); MyTauuu eanHNYHbIX FeHOB 0TMEYaKTCA B 5%
cnyyaes [42, 43].

Knto4esbiMu Natom3nonornieckumm mexauuamamm npu J1AT-
BMC saBnatoTca yBeNnyeHne KpOBOTOKA M MOBbILLEHWE AABNEHUA B
NEroYHbIX apTepusix, YTo NPUBOAUT K NOBPEXAEHWIO 3HAOTENNA W
SH[O0TENNANbHOA ANCAYHKLMKM, 3anycKy Kackaga 6MOXMMUYECKUX
peakumit M1 pPeMOAENMPOBAHMIO NIErOYHbIX COCYHOB. [10BbILLEHME
[aBNeHUs B NIErOYHbIX BEHAX NPWUBOAWUT K PAa3BUTUKO MOCTKANWII-
napHoit J1I [44-45]. MNoBpexaeHne 3HAOTENNS NIeroYHbIX apTepun
MOXET ObITb BbI3BAHO MOBbILLEHHLIM HANPSXKEHWEM KMCIOPOAa,
NeroyHble MUKPOIMOOSIMM — NONULMTEMUEN C MOBbILLIEHUEM BS3-
KOCTM KpOBW. [MCTONATONOMMYeCKNe W3MEHEHUS JNeroYHbIX CO-
cynos, conposoxpaatoue JIAT-BIMC, kak npaBuno, HEOTNNYUMBI
0T nameHenuin npu UIT. K HUM oTHOCATCH runepTpona meauu,
(pubpOTUYECKOE YTONLLEHNE UHTUMBI U, npu 6onee Taxenon JII,
NNEKCUHOPMHbIE MOBPEXAEHUA W HEKPOTUSUPYIOLLNIA apTepumnT.
lMnote3a 0 mexaHu3me pas3suTus JII' BCNeACTBUE MOBPEXAEHNS
3aK/04AETCS B TOM, YTO BbICOKOCKOPOCTHOM NOTOK 11 NOBbILLEHHOE
[laBNeHMe BbI3bIBAIOT NOBPEXAEHNE 3HAOTENNS NeroYHbIX COCYLOB
C HapyLueHWeM ero 6apbepHon (OYHKUMK. 3TO NPUBOAMT K aKTUBa-
UMM COCYAUCTON dnacTasbl W MATPUKCHBIX METannonpoTenHas u,
KaK CneacTsue, ferpagaumm BHEKIIETOYHOr0 MaTprkca 1 BbICBO60-
xaeHuto TGF-B1. MocneaHuit 3anyckaeT runepTpodouto u nponude-
paLMI0 MafKOMbILIEYHbIX KIETOK U 06pa3oBaH1e HEOUHTUMBI [46].
Cuutaercs, 4TO BOCMANeHne u TPOMOO3 NPOMCXOLAT BCNELCTBUE
afireann 1 akTusaLmyn TPOMOOLMTOB W NIENKOLUTOB NOCIIE NMOBPEX-
JEHNs SHOOTENNUs C BTOPUYHOW akTuBaumen nytei Koarynsuwu. B
Lienom, 3HLoTeNnnanbHas AUCHYHKLUA U, CrefoBaTensHo, pemoge-
NNPOBaHNe COCYAO0B JIErOYHbIX apTepuii NPUBOAUT K YBEUYEHMIO
JICC n gucchyrkumn MXK [47]. OncyHKumM SHAOTENNS BbI3bIBAET
NOBbILUEHHYI0 NPOAYKLMIO BAa30KOHCTPUKTOPOB (3HAOTENNH-1 1
TPOMOOKCAH) U CHUXEHUE YPOBHA Ba304UIaTaTopoB (OKCUA a3oTa,
Ba30aKTMBHbIA NenTuA u NpocTarnanHauH 12). Ba3zokoHCTpUKLMUS CO-
NPOBOXAAETCA 0OLUNPHBIM PEMOAENNPOBAHNEM NEr04HbIX COCYLO0B
[48]. YpOBHM LIMPKYNUPYIOLLEr0 3HAOTENIMHA KOPPESIMPYIOT C TSXe-
CTbH0 3a60neBaHuns U ucxogamu y naumeHTos ¢ JIAT [49].

CyLuecTByeT runoTesa 0 BOSMOXHOCTU Hanu4ua WMT y naumeH-
TOB ¢ Tshxenon JTAI ¢ mansiMn fileddekTamm, KoTopast 0CHOBbIBAETCS
Ha cooobLeHmnsax o Hanu4ue U y matepeil Takux NaLMeHToB, a Tak-
)K€ COMHEHUSX B TOM, 4TO HE3HaYUTESbHbIA 06bEM CUCTEMHO-NEroY-
HOMO LUYHTA MOXXET MPWUBECTU K 3HAYMTESIbHOI Mneperpyske manoro
Kpyra KpoBOoOOpaLleHUs W 3HA0TENMANbHON aucdyHkumn [42]. Mo
[aHHbIM MCCNejoBaHuUi, YacToTa pa3suTus JIAI y HeKOTOpbIX nauu-
EHTOB C aHanoruyHsiMu BC pasnuyaetcs. MNpu CKPUHWUHTE reHeTn-
YEeCKUX MyTaLWii Bbi10 06HAPYXXEHO, Y4TO MyTaLmMs peLenTopa 2 Tuna
KOCTHOr0 MopdporeHHoro npotenHa (BMPR2) Habnoganach y naum-
eHTOB C JTAT-BIIC, X0TS M 3Ha4UTENbHO Pexe, YeM NPW HACNEACTBEH-
HbIX JIAT unu WIT (6% npotus 50% u 26%, COOTBETCTBEHHO) [43].

Knaccudmkaums nero4Ho-cocyamcTon 601e3Hu, accoummupo-
BaHHOW ¢ BI1C, npoTUBOPEYMT CNOXHOCTU WU (HU3NONOrNYECKUM
N3MEeHeHWUAM npegpacronaratoLLnx NopaxeHnii cepaua — oT Knac-
CWUYECKOro nmpumepa HepecTpukTUBHOIrO centansHoro ANXKM mo
CMOXHOr0 NopoKa, Takoro Kak efuHCTBEHHbIN XXenynodek. Ecte-
CTBEHHOE TEYEHWE Jero4HO-COCYAUCTON O6O0NE3HN, CBSI3AHHOW C
CUCTEMHO-NEr0YHbIMI LWYHTaMK, NOKa3blBAET Pa3nnyHoe [EenCTBIe
YBESIMYEHHOr0 NIerOYHOr0 NPUTOKA KPOBM U MoBblleHHOro 1A

Y nauueHToB C YBENIMYEHHbIM KPOBOTOKOM B JIEr0YHbIX COCYAax B
cryyqae NpeTpuKycnuaanbHoOro nopoka, Hanpumep, AMIM, pa3su-
TWE N1Iero4HO-COCYAMCTON 60NIE3HN HETUMYHO U HACTYNAET NO3XKE, Y
5-15% NauMeHTOB B YETBEPTOM JECATUNETUN XU3HW. [1pn nocTTpu-
KycnuaanbHbIX AedekTax, Hanpumep, nNpu 06LieM apTepuanbHOM
CTBOJE, PAa3BUTUE JIErO4YHO-COCYANCTON 6OME3HN TUMNYHO U HACTY-
naeT B paHHem gertctse [50, 51].

MexaHn3ambl passutus JIAI pasnuyatoTcs npu npe- U noct-
TpUKycnupanbHbiX AedoekTtax. [pn HepecTPUKTUBHBIX MOCTTPUKY-
cnupanbHbix gedektax (QMXKM, OAM u gedekT aopTo-nero4Hom
neperoponku) Boicokas JIAI CyLLeCTBYET C POXAEHWNA BCNeLCTBUE
MaCcCMBHOr0 apTepuoBEHO3HOr0 cbpoca Kposu. [latonoruyeckoe
BO3/E/CTBIE HA NEroYHbIe COCYLbl 0Ka3blBAKOT JIEr04YHas runepso-
nemus 1 npsamas nepefaya fasneHus U3 nesbix kamep ceppua [5].
HekoTopble NaUueHTbl C HEKOPPUrMPOBaHHbLIMU HEPECTPUKTUBHBIMY
NOCTTPUKYCNMAANbHBIMU fedheKTamMu JOXUBAIOT [0 B3POCNOro BO3-
pacta. [1pn 3TOM, KaK NpaBusIo, y HUX MMEKTCA TSXKeNble HeobpaTn-
Mbl€ M3MEHEHUS NEroYHbIX COCYAO0B C PA3BUTUEM CUHAPOMA JN3EH-
MeHrepa. lpn pecTPUKTUBHBLIX MOCTTPUKYCNUOANbHbIX LedekTax
Nero4Ho-cocyamcTas 60M1e3Hb Y B3POCTbIX MOXET HOCUTb 06paTu-
Mblil XapakTep, a ycTpaHeHue c6poca KpoBU CONPOBOXAATLCS CHU-
Xenuem unu Hopmanusaumen ON1A. MexaHuamsl passutus JIAT npu
CNOXHbIX BIIC, BKNHOYAKOLMX NOCTPUKYCNUAANBHBIA COPOC KPOBM
(06LWwmin apTepuanbHbIiA CTBOJ, NOSTHAA (DOPMA aTPMOBEHTPUKYNAP-
HOrO KaHana u ip.) B Ka4eCTBe KOMIOHEHTA NOpPOKa, B LieNIoM COO0T-
BETCTBYET TAKOBOMY MpW MPOCTbIX NOCTTPUKYCNUAANbHBIX AedeK-
Tax. Mpu ynaHotyHbix BC ¢ JTAT (TpaHcnosuums marnctpanbHbiX
COCYA0B, (DYHKLNOHANBHO eJUHCTBEHHbIN Xenyao4eKk cepaua u ap.)
Nero4Ho-cocyanctas 60/1e3Hb MOXET YCyryonaToca 3a CYET MUKPO-
3M60MIA, a NPY TPAHCNO3ULMN MarncTpanbHbIX COCY0B — 32 C4ET
NOBPEXAAOLLEro BO3AENCTBIUA KNCNOPOA HA 3HLOTENNIA NEraYHbIX
apTepuii [44].

Mpu npetpukycnupanbhbix gedexkrax (AMMM, yacTuynas op-
Ma aTPUOBEHTPUKYNAPHOIO KaHana U YaCTUYHbIA aHOMaTbHbIA Ape-
HaX JIero4YHbIX BEH) MaTONOrMyeckoe BO3AEACTBME HA NIErOYHble
COCY[bl OKa3bIBAET UCKIIOYUTENBHO MUNEPBONIEMUS, B TO BPEMSA KaK
(hakTop npsMoOi nepefayn BbICOKOTO [ABIMEHWUA U3 NEBbIX Kamep
cepaua otcyTeTByeT. JIAI 4acTo pa3BMBAETCS MO3AHEE, HEPEKO HA
TPETbEM-YETBEPTOM [ECATUNETUM XN3HU, OHAKO NPOrpeccupoBa-
Hue JIAT NpoucxoamT COOTBETCTBEHHO YCYryOSIeHWIO Nero4Ho-co-
CYANCTOI 60Ne3HN. YcTpaHeHne apTepuoBeHO3HOro cépoca KpoBu
NpW COXpaHeHU NoBbILeHHOro JICC MOXeT He NPUBECTU K 3HA4M-
mMomy cHxkenuto 1A [23].

Temnbl pa3BuTMS Nero4Ho-cocyancToit 6onesnn npm BMC ¢ uc-
XO[IHO apTepUOBEHO3HBIM COPOCOM ONPESENAOTCH aHATOMUYECKMM
BapMaHTOM W pasMepoM JedekTa. B 3aBUCMMOCTYM OT nokanusauum
cobpoca Mexay kamepamu cepaua ¢ HU3KUM MK C BbICOKUM AaBlie-
Huem BIC MOXHO pasfenuTb Ha npe- W NOCTTPUKYCNUAANbHbIE, a
TaKXXe CNOXHbIE MOPOKM C HANUYMEM NOCTTPUKYCNUAANLHOMO c6po-
ca[17, 52, 53]. B 3aBUCUMOCTI OT HANM4mMs U TAXKECTU NErOYHO-CO-
CyaMCTON 60Ne3HM Ha fedekTax neperopofok MOXET ObiTb apTe-
PUOBEHO3HbIN, ABYHA-NPABNEHHbIA UMK BEHOAPTEPUaNbHbIA COPOC
(cuHgpom din3eHMeHrepa).

JIAT npw mManbix conyTCTBYHOLLMX feDEKTax COYETABTCS C TSKe-
N0 NEro4HO-COCYAMCTO 60NE3HbI0 NpU AeekTax neperopoaok
Manoro pasmepa U HecyLleCTBEHHO YBEJIMYEHHOM NIErO4HOM KpO-
BOTOKe [17, 54]. MaToreHe3 1 KIIMHWYECKOE TeYeHue 3Toi (hopMbl
JIr nopo6Hbl WJIT.

JIAT MOXET COXpaHATLCA MNKU NPOrpeccupoBartb Nnocne Xupyp-
rnyeckoii koppekumm BMGC [1-7, 10-13, 15, 16]. 370 BOSMOXHO npK
MO3JHEN pafvKanbHOW WNU NanjnaTMBHON KOPPEKLUMW, COXPaHs-
fOLLMXCA pe3npyanbHblX Aedektax U Heo60CHOBAHHOM 3aKPbITUM
«Marnblx/ CONYTCTBYIOLLUMX feheKTOB». ArpecCUBHbIE CUCTEMHO-e-
rO4YHbIE aHACTOMO3bl (BatepcToyHa—Kynu, LeHTpanbHbIA 1 ap.), Ha-
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NOXeHHbIe 60/bHbIM C UCXOAHO 06€AHEHHBIM JIer04YHbIM KPOBOTO-
KoM (TeTpaga danno u ap.), Npu AUTENbHOM (OYHKLMOHUPOBAHUN
TaKXe HepesKo NPUBOJAT K NIero4H0-cocynucToil 6onesHu. Marore-
He3 U KNUHWUYeckoe TeyeHue pesmayanbHoii JTAT nocne paamkanb-
HoIA Koppekumu BTG nogo6Hel W

Mocne onepauun MOHTEHA NpU LMPKyNauumu, o6ecneqmBaemon
e[VNHCTBEHHON >Xenyao4ykoBOWN Kamepon B [BYX MOCNen0BaTeNbHO
3AMKHYTBbIX Kpyrax KpoBOOOpALLEHWUs, NeroyYHblli KPOBOTOK OCY-
LLIECTBNIAETCA 3 CYET NPAMOro NOCTYNNEHUS KPOBU U3 CUCTEMHbIX
BEH, a [1aBfieHNe B CUCTEMHbIX BeHax pasHo AJ1A [7, 11, 12, 17].
B atux ycnosusx faxe He6onbwoe nosbiwenue JICC npusoanT K
CneundnyYeckuM 0CNOXHEHNAM.

MocTkanunnspHas NI B HaYane pa3BuUTUA NpeacTaBnseT coboii
NacCHBHYIO nepeaady 4aBrieHns U3 NEroYHbIX BEH B JIEr0YHYI apTe-
puto [1-5, 11-13, 15-17]. B nocneaytoLLeM MOXET NPUCOEAUHNTL-
CSl PEAKTUBHbIA NPEKanuNAPHbLIA KOMMNOHEHT.

CermeHTapHas JIT HabntogaeTcs B KA4ECTBE KOMMNOHEHTA COX-
HbIX BIC 1 xapakTepuayeTcs NOPaXXeHNeM OTAENbHbIX JONER /unu
CEerMeHTOB Jierkux [2, 45].

Mopdonorndeckne W3MeHeHUs NErOYHbIX COCYAOB, MPEMMY-
LLIECTBEHHO B apTepuaX MbILLIEYHOro Tuna gmametpom 50-200 MKM,
npu JIAT BKNHOYAIOT rMNepTPOMUIO rMafKOMbILLIEYHbIX KIETOK, (hu-
OpO3HbIE U3MEHEHUs, (HOPMUPOBAHME MEXCOCYAMCTbIX aHACTO-
MO30B 3aMbIKatOLLEro W rnoMyCHOro Tuna B OTBET HA 06CTPYKLMIO
cocynos [55, 56].

MmcTonornyeckas knaccudukaLms nero4Ho-cocyancToii 60nesHmn
npu BMC, npeanoxenHas Heath n Edwards, Bkntoyaet 6 ctaguid: 1
CTagus — runepTpodns Meaum; 2 cTagus — runepTpocns Meaun un
nponuepauns UHTUMbIL; 3 ctagus — ombpos WHTUMBI, 4 cTagns —
WCTOHYEHWE CTEHOK apTepuil C pacLUMpeHnemM npocBeTa, NOsBNEHNE
NEKCMOPMHBIX CTPYKTYP; 5 CTaana — reHepann3oBaHHOE UCTOHYeE-
HWe CTEHKM apTepuosn ¢ reMocuaepo3oM NErknx; 6 cTagms — HeKpo-
TU3NPYIOLLMIA apTepuuT. I3meHeHus [o 3-i cTaguu, BKIKHaKOLLMe
MYCKYNApWU3aumio, runepTpouio Meanunm u CyBUHTUMANbHLIA (m-
0p03, CYMTAOTCA 0OpaTUMbIMUK, @ aHTMOMATOMAHbIE, NEKCMGopM-
Hble, AunaTtaunoHHbIe NOBPEXAEHNA U HEKPOTU3UPYIOLMIA apTepunT
(4-9 cTagmsa v Bbile) — HeobpaTuMbIMuK [57]. PAg aBTOPOB CYUTALOT,
YTO BbIENATb HEKPOTU3UPYIOLLMIA apTepUmT B OTAENbHYIO CTaAMIO He
paLMOHaNbHO, NOCKONbKY apTepuuT OTpaxkaeT 060CTPeHNe pemoje-
NIMPOBAHUS COCYLOB, TXKECTb KNMHNYECKOr0 COCTOSIHUS U MOXET CO-
NpPOBOXAATh JIErOYHO-TUNEPTEH3NOHHBIE KpU3bl [45, 58].

B cBA3M C reteporeHHOCTbH0 MOPAXEHMA NEroYHbIX COCYLOB,
y 60nbHbIX ¢ JII npu BIC Hepeako 0TMevaeTcs LWMPOKUA CMNEKTP
MOPCONOrNYECKNX U3MEHEHNIA — OT HE3HAYUTENbHON rUnepTpo-
(buu Meumn [0 BbIPKEHHBIX NOBPEXAEHMWIA, YTO, N0 MHEHUIO psafa
ABTOPOB, MOXET CNYXWUTb AOMNOMHUTENbHOA NPUYMHON OTKa3a OT
OMONCUN NErKMX Kak PYTUHHOTO MeToAa onpeaeneHus onepabesb-
HocTw [59, 60].

MocTkanunnspHas JII ¢ HapywieHneM OTTOKa U3 Manoro Kpyra
kposoo6patieHns (MKK) npu BI1C xapakTepuayetcs runeptpodueit
Meauu u pubpo30oM CTEHKU MENKMX NEroyHbIX BEeH, CYXEHUeM ux
NPOCBETA, a NpU NPUCOEANHEHUN MPEKANUNNAPHOTO KOMMOHEHTA
JII — ¢ BbILWEONNCAHHBIMW U3MEHEHNAMY NTEroYHbIX apTepuon [44].

MocTkanunnsapHas JII MOXeT CONpPoBOXAATLCSA PaCLLUUPEHUEM
NMMAATUYECKMX COCYAO0B, YBESIMYEHNEM IMMATUYeCKNUX Y3N0B C
numocTazami, NepuBacKyNAPHbIM U NePUOPOHXNANbHbLIM nBPO-
30M [61-62]. Mpu cermeHtapHoit JII pemMoaenvpoBaHne COCyaoB
NPOWNCXOAMUT B OAHOM NIEFKOM WAN B OLHOIA, U HECKONbKUX ero Jo-
NsX, 4TO MOXET HabNAATLCA NPU aTPe3nn Nero4HON apTepuin Uau
reMUTPYHKYC [62]. Mpu3Haku NEro4Ho-cocyamcTon 601e3HN B BUAE
runepTpocpun meaumn, nponudepauum UHTUMbI U NNEKCUEOPMHBbIX
MOPAXEHWIT 0OHAPYXMBAKOTCA B NErOYHbIX CErMeHTax, nepdysu-
PYIOLLMXCA KPYMHbIMW CUCTEMHBIMI KONNaTepansmn npu aTpesnu
néroyHon aptepun [45, 63].
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5. AINATHOCTUKA

[narHocTtuyeckoe o6cnepoBaHune nauueHtos ¢ JIT npu BI1C Bbl-
MNOJSIHAETCA B COOTBETCTBUM C anroputMoM, npumensiemom npu JI,
BK/I0YaeT BCE OCHOBHble METO/bl AWArHOCTWUKMW, KOTOPbIE PYTUHHO
MCNONb3YIOTCA Y BCEX NauneHToB. COBPEMEHHblE METOfbI BU3yanu-
3aunm n Katetepusaums npasbix otaenos ceppua (KMOC) wrpatot
LleHTPanbHY ponb. oMrmMo To4HOro ycTaHoBneHns Tuna BI1C oue-
HUBAKOTCA (DYHKLMOHANBHbIE 1 reMOAMHAMUYECKNE napameTpsl [9, 8,
12, 16]. BoissneHue BMC — o4Ha M3 BaHbIX 3aa4 B AnddepeHLun-
aNbHO-AMArHOCTMYECKOM Nomcke y 60bHbIX ¢ JIT. ConyTcTBytOLME
Unn Npuo6peTeHHbIe 3a60MeBaHMA MOrYT BHOCUTb CYLLUECTBEHHbIA
BKNaa B pa3suTiie JII, NOSTOMY B KOXXAOM Cydae CnefyeT UCKMYaTh
CMELUAHHbIN reHe3 naTosorum.

Hanbonee yactol npuduHoiA npekanunnapHoi JIT asnsoTcs
cenTanbHble aedpektbl, OAI, aHOManbHbIA APEHAX NIErO4HbIX BEH M
Apyrue, B TOM Yucne, cnoxHole BrC. MaumeHTam ¢ NOA03PEHNEM HA
cenTanbHble AedeKTbl UK YaCTUYHbIA aHOMaNbHbIA APEHAX Neroy-
HbIX BEH LIENECO0OPA3HO BbINOMHATL YPECMMLLIEBOAHYIO 3XOKapANO-
rpadouto (3xoKI) u/unm KOHTPacTHOE WUCCe0BaHNe B COYETaHUN C
APYrMK MeTOAaMu BU3yanu3aumm (MarHMTHO-pe30HaHCHas TOMO-
rpacpus (MPT), mynsTuCnupanbHas KOMMbIOTEPHAs TOMOrpacus
(MCKT) ¢ koHTpacTuposaxuem) [1-4, 9, 11, 19].

3afa4n paHHell AMarHOCTUKU NBAAKOTCS NEpBOCTENEHHbIMM,
NOCKOJIbKY CBOEBPEMEHHas XUpYypruyeckas Wian 3HA0BACKYNApHas
KOPPEeKLMS MOXET YNYYLIMTb KNMHMYECKOE COCTOSHWE W MPOrHO3
naumeHToB. B pekomengauusax ESC/ERS 2015 r. nog4epkmBaeTcs He-
06X0AUMOCTb MYNbTUAMCUMNMHAPHOIO NOAX0AA NpU MOAO3PEHMM
Ha AT [4, 12]. dnarHoctu4eckuin anroput™ GbIn NEPeCMOTPEH 3KC-
neptamu VI BcemupHoro cumnosmyma B 2018 r.: BblaeneHbl atarbl
NepBMYHOro 06CNe0BaHNs NAUMEHTOB U JaNbHEALIEro cneumanuan-
POBAHHOrO J006CEe0BaHNA 0TOOPAHHbIX NALWEHTOB B 3KCMEPTHOM
ueHTpe [3]. YunTbiBaA CNOXHOCTW AMArHOCTUYECKMX NpoLeayp, Bce
nauuenTsl ¢ JII JOMKHbI ObITb HanpaBneHbl B SKCMEPTHbIA LiEHTP.
Kpome TOro, nossunach onuust 6bICTPOr0 HanpaBNeHWs B 3KCNepT-
HbIA LIEHTP NauueHToB, OTHOCALLMXCA K KaTeropuu BbICOKOrO pucka
pa3sutus J1Al, co cpeaHen BbICOKOI BEPOATHOCTbIO JIT Mo AaHHbIM
IXOKI. K aTOl Kateropun oTHOcATCA nauueHTtsl ¢ BIG, Hapagy ¢
C3CT, nopTtanbHoi runepTeHameid n BUY-uHdexumen [64].

[lnarHocTuyeckoe o6crejoBaHme BKITHOYAET COOP aHamMHe3a, n3m-
YeCKMIA OCMOTP, NIEroYHbIe PYHKLMOHANbHBIE TECTbI, AHAN3 Fa30BOr0
COCTaBa apTepuanbHON KPOBU, METObI BU3yanu3auuu, B NepBeyto 04e-
peap IxoKI, nabopaTopHble UCCNEO0BaHMS, BKNKOYAA OOLLWIA aHann3
KPOBMU, OLEHKY YPOBHSI CbIBOPOTOYHOIO Xenesa, N-KoHLeBoro cpar-
MeHTa M03roBoro Harpuiypetudeckoro nentuga (NT-proBNP). Kak
npasuno, KMOC ¢ npoBeagHUEM OKCUMETPUM TpebYeTCs Ans NPUHATUS
TaKnX BXHbIX PELLEHUIA, KaK onpeneseHne onepabenbHOCTy, nnaHu-
poBaHue 6epeMeHHOCTL, HagHadeHue J1AT-cneundnyeckoin Tepanun. Y
NaLMeHTOB C CMHAPOMOM J3eHMEHrepa MHBa3NBHas OLLEHKA reMoi-
HAMUKKM COMPSXKEHA C PUCKOM OCNIOXXHEHWUIA 1 06bI4HO He TpebyeTcs
QNS peLieHns BONpPoCca 0 KOPPEKLMM Tepaniu B X0fe ANHAMUYECKOro
HabntoaeHns. CneayeT yuuTbIBaTh, 4TO 6051E€ BbICOKWIA YPOBEHb rema-
TOKpWTA accouumpyeTes ¢ 6obLumm nosbiweHnem J1CC [4, 12].

5.1. basoBoe o6cnefoBaHue
5.1.1.Knuuny4eckne nposBaeHns

Cumntomb! JIT npu BIC HecneuudmyHbl M MacKMpyOTCS Npo-
ABNIEHNAMMW NOPOKA. «BuanTHoi kapToykon» BIIC ¢ 6K- N yHUBEH-
TPUKYNAPHON reMOAWHAMUKOA W MACCUBHbIM apTEPUOBEHO3HbIM
coépocom (JTAT ¢ neso-npasbiM copocom, JIT npu cnoxHbix BrIC)
CNYXaT YacTble BPOHXOMEroYHble 3a60NeBaHNSA, CBA3AHHbIE C -
nepsofiemueil B manom Kpyre kposoobpaulenus (MKK). Cnenyert
OTMETUTb, YTO cuMnToMaTiKa JII MOXeT 3Ha4NTENbHO BapbUPOBaTh
B 32BUCMMOCTM OT (POHOBOr0 3a60/1€BaHNSA, B paMKax KOTOPOro OHa
pa3BUBAETCA, U COMYTCTBYIOLLEN NATONOMK.
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B ne6toTe 3a6onesaHns NauueHTbl NPeabABSAIOT Xanobbl Ha
OAbILLKY MPK BbICOKON N YMEPEHHOW (PM3NYECKOIi Harpy3ke, NoBbl-
LEHHYIO YTOM/ISEMOCTb, CMaboCTb, FONOBOKPYXeHMe [12, 19, 21,
23, 65-70]. OfbllLKa WHCNUPATOPHOrO XapakTepa B 3aBUCUMOCTM
o1 TskecTn BITC v JIT MOXET ObITb BbIPXEHA B PA3NIM4HON CTene-
HU — OT MUHUMAIIbHOIA, NPU 3HAYUTENBHO (PU3NYECKON Harpy3Ke,
[0 BbIDOKEHHON, NpU HE6ONbLUNX YyCUnnaxX U B nokoe. Mpuctynos
yaywbs 06bI4HO He Habngaetcs. pu NporpeccMpoBaHUN Neroy-
HO-COCYANCTON 60NE3HN 1 YMEHbLUIEHNM apTePUOBEHO3HOr0 copoca
KNUHWYEeCKMe MPU3HAKW 3aCTOAHON CepevyHON HeJ0CTaTO4HOCTY
OTCTYNAtOT, @ 4acTOTa GPOHXONEr04HbIX 3a60MEBAHMIA CHIKALTCS.

Ha 6onee no3gHux ctagusx GONE3HM NOSBAATCS CUHKONE,
MPU3HAKU NPaBOXENy404KOBON CepleyHoil HeaoCTaToO4HOCTU —
OTEKWN HWKHWUX KOHEYHOCTEI, renatomeranus, acuut, nynibcaums
LWeliHbIX BeH [12, 71]. Y nauneHTOB C ANUTENbHO CYLLECTBYHOLLEN
JIAT moryT Bo3HWKaTb 6051 B 0651aCTU CepALa HeonpeaesieHHOro
XapakTepa: AaBaLlas, HOLLAs, KONLas, CKMMaroLLas, 6e3 YeTko-
ro Hayana, 4acTo nposouupyemas U3NYECKON HArpy3Koil Npoaos-
XKUTENbHOCTbIO OT HECKOMIbKUX MUHYT A0 CYTOK, HUTPOrMNLEPUHOM
He kynupyetcs [1, 4, 9, 23, 69]. Bo3aMoXHa 1 TUNWYHAsA CTEHOKAp-
ANS — MHTEHCUBHbIE NPUCTYNbI CXUMAOLLNX 60Nl 3a rpyAnHOIA ¢
nppagmnaumeii B Nesyto nonatky u pyky. Mwemus Muokapaa Moxet
ObITb 06YCNOB/IEHA OTHOCWUTENIbHOW KOPOHAPHOM HEJ0CTaTO4HO-
CTbl0 BcneacTeue Huskoro CB, runeptpocum MK, NoBbILIEHHbIM
HaNPsXKEHWEM ero CTEHKMW, CUCTEMHOIA TMMOKCEMUEN, A TAKXe KOM-
npeccuei neBoi KOPOHAPHO apTepun aHeBpM3MaTUHeCKn pacLum-
peHHbIM cTBONOM J1A [1, 4,9, 12, 23,72, 73].

Mpwn pnuTenbHoO cywecTsytowen J1IM Hepeako HabOAAETCA Kpo-
BOXapKaHbe, KoTopoe y nauueHToB 6e3 BINC scTpeyaerca B 1,5-6%
CNy4aes, a TaKXKe Nero4Hble KPOBOTEYEHUS, 06YCIIOBIIEHHbIE Pa3Pbl-
BOM MaTOM0rMYeCKNX NIEr04HbIX KONaTepasbHbIX apTepuil u3 60nb-
Loro kpyra kposooo6patlienus [1, 4, 9, 23, 74, 75]. Y naumeHToB ¢
CUHAPOMOM OJN3eHMEHrepa NeroYHble KPOBOTEYEHUS PerucTpupy-
totca B 43% cny4aes U B 8% Cny4aes Cryxar NpuUHUHON NeTans-
HOro ucxopa [12, 76]. ictoyHmkom KposoTedeHus B 90% cnyvaes
CNy)XaT W3MeHeHHbIe BPOHXMUANbHbIE apTepPUN, KOTOPbIE 0COGEHHO
4acTo BbIABNAKTCA Y naumeHToB ¢ JIAI Ha doHe BIC. Opyras npu-
YiHA KPOBOXAapKaHbs — MHCAPKTbI SIErkoro BCNeacTBMe TPOM603a
aHEBPU3MATUYECKN PACLUMPEHHbIX NEroYHbIX apTepuii Npu HU3KOM
CKOpOCTM KpoBOTOKa [12, 23, 76].

Y NaumeHToB OTMEYAOTCA CUMNTOMbI CAABMNEHUS AUNATUPOBAH-
HbIMW JIErOYHbIMI apTEPMAMM BO3BPATHOrO FOPTAHHOTO HepBa (OCK-
N0CTb ronioca); 6pOHXO0B, TKAHW NErKMX 1 BEPXHEil MOS0 BEHbI C CO-
OTBETCTBYIOLLEN KNUHUKON [76—78]. 3HaunTenbHOe paclumpenne J1A
MOXET ObITb MPUYNHON AUCCEKLIMM WA PA3PbIBA, Y4TO KIUHUYECKN CO-
NPOBOXXAETCA TaMMOHAL0M CepALa 1 06bI4HO ABNAETCA (paTaibHbIM.

Bo Bcex noarpynnax nnutenbHo cyuwiectsytowlen JIT npu BIC
BC/IEACTBME W3MEHEHWII NpaBblX OTAENIOB cepAua mMoryT Habso-
parbca aputmunm [7, 12, 66, 70].

HapacrtaHue JICC npu OTCYTCTBMM BHYTPUCEPAEYHbLIX KOMMY-
HUKaUWit — nocne pagukanbHon koppekumn BIC nnn npu nocTka-
nunnsapHoi JIM Ha doHe BIC, npuBoauT K HEJOCTaTOYHOMY Hanon-
HEHMI0 CUCTEMHOrO XXenyao4ka U NporpeccupoBaHni0 CUMNTOMOB
HU3Koro CB — ofbILKK, cepauebrneHns, yToMnsemocTi, cnaboctu
W YXYOLIEHUS NepeHOCUMOCTN (OM3NYecKoi Harpyskm [1, 4, 9, 12,
23, 71]. Ha 6onee no3gHux CTagnax NpUCcoeanHAITCA NPU3HaKM 3a-
CTOIHON NPaBOXXEeNyA04KOBOM HEAOCTAaTOYHOCTU — nepudepunye-
CKME OTEKU, YBENUYEHE NEYEHU, aCLIUT U HaByXaHMe LLENHbIX BEH, a
TaKXXe rofioBOKPYXEHMs, NPeA06MOPOYHbIE COCTOSIHNA 1 06MOPOKK
BC/IEACTBWE CUCTEMHOM TMMNOTOHUM M3-3a HEAOCTATOMHOIO NPUPo-
cta CB npu HeafeKkBaTHOM HaroMHEHWUM CUCTEMHOIO XXeNlyao4Ka 1
runokcuen mosra [12, 79, 80]. 06b14H0 06MOPOKM NPOLOMKAOTCS
2-5 MUHYT, nHorga fo 20-25 MUHYT, U KYyNupytTCsa Camonpouns-
BONbHO [23, 80, 81]. Y 60/bHbIX C BHYTPMCEPLEYHbIMU KOMMYHUKA-

umnamun (cmHgpom Ji3eHmeHrepa u otyacTti JIAT npu manbix/ conyT-
CTBYIOLLMX AepeKTax) yKasaHHble CUMMTOMbI MEHEE BbIPDAXKEHbI UK
pasBuBatoTcs noaxe [12, 19, 20, 66, 67].

Mpu BIC ¢ noctkanunnspHoit JII n3-3a 3aCTOMHbIX ABMEHWUIA B
NErKMX B HOYHbIE YaCbl MOXET HapacTaTh 0AbILLKA, HAGMIOAETCS Op-
TOMHO3 W HENPOLYKTUBHBIN KalLlefb.

lMocne onepaunn @oHTEHA NpU LMPKYNALumM, 06ecrneqnBaemoi
e[IMHCTBEHHBIM XXeNnyLo4KOM B [1BYX NOCNEAO0BATENIbHO 3AMKHYTbIX
Kpyrax KpoBOO6PALLEHNA, NIEr04HbIA KPOBOTOK OCYLLIECTBNIAETCA 32
CYET NPAMOro NOCTYMNEHU KPOBYM U3 CUCTEMHBIX BEH,  JABNEHNE B
CUCTEMHbIX BeHax paBHO [JTA. B Takux ycnosusax aaxe He6onbLuas
JII 06ycnoBnuBaeT, ¢ OAHON CTOPOHbI, BEHO3HYIO TMMNEPTEH3NIO C
3aCTOMHON CeplieYHOM HeJ0CTAaTOYHOCTbIO, rMIpOTOpakcoM, 6en-
KOBOZE(MLUNTHON 3JHTEpPONATUEN U NNACTUYECKUM OPOHXUTOM, C
LPYroil CTOPOHbI — HEeOCTaTO4HbIA NPUTOK KPOBM K CUCTEMHOMY
XKeNy#ouKy ¢ Huskum CB, pasBuTueM OAbILUKM, CHUDKEHUS TONe-
PAHTHOCTU K (DU3MYECKOM Harpy3ke, cepauebueHnii, ytomnsaemo-
cTn, cnadoctun [12, 18, 19, 21, 26, 66, 70].

5.1.2. du3nkanbHbli 0CMOTP

Mpu dun3nkanbHOM 06CNEA0BaHUN ONPELensoTCa NPOABAEHUS
kak JII, Tak n BIIC. Mpn ocmoTpe cnefyetr OTMETUTb KOHCTUTYLMIO
60/1bHOT0, COCTOAHME NUTAHUS; AeDOPMALNIO TPYAHON KIETKM (cep-
JeyHbIn rop6 npu BMNGC ¢ MaccuBHbIM apTepUOBEHO3HbIM COPOCOM
KPOBM 1 Aip.) N NO3BOHOYHWKA; NPU3HAKN TEHETUYECKMX CUHAPOMOB
1 CUCTEMHbIX 3260NEBAHNIA; LBET KOXW, Hann4ue LIPamoB 0T XMpyp-
rMYeCKMX BMeLIaTenbCTB; «6apabaHHble Nanoykin» M 4acoBble CTeK-
na» Ha pyKax 1 HOrax; 4acToTy AbIXaHWs, HANM4mMe OfbILLIKN B MOKOE;
yBeSIMYeHne 1 HopMy XXMBOTA; Nepucepuyeckme 0TeKu; paclumpeHne
U Nynbcauunio ApemMHbIX 1 apyrux sed [12, 18-19, 21, 23, 26, 69, 70,
81]. Npu nanbnauum y B3pocrbix ¢ aCTEHWEN MOXHO ONPeAenuTh Cep-
JEYHbIN TOYOK (NMPY HOPMaSIbHOM PACMONOXEHUN CepALa — B JIEBOM
napacTepHanbHOi 06/1acTi) U SNUracTpanbHyo MynbCcaumio BChed-
cTeve aunatauum MXK. Mpu npasoxxenynoykosoir XGH onpepenstotcs
nepudepuyecKne oTeKu, renaTomMeranus, acLuT.

Bo Bpemsi KNMHUYECKOro 06CNeA0BaHNS NaUUeHTa MOXHO Npea-
nonoXutb npuyuHy JII: nNpu BbISBNEHUM cUMNTOMA «6apabaHHbIX
nano4yek» UM «4acoBbIx cTekon» — BINC ¢ LuMaHo30M, MHTEPCTULN-
albHble 3260J1eBaHNA NIErKNX UK NATONOrMt0 neyeHun. MNpu cuHapo-
mMe Ji3eHMeHrepa HabMIAaTCa LMaHO3 U ero CUCTEMHBIE OCIOX-
HEHUS — NonMuMTEMUS, AeopMaLMa AMCTaNbHbIX (hanaHr nanbles
no Tuny «6apabaHHbIX Mano4yeKk» M «4acoBbIX CTEKON», HapyLUeHWe
0CaHKM BCNEACTBME OCTE0apTpOnaTuM U CKONNO3a, NeroYHble 1 na-
pafoKCcalibHble CUCTEMHble TPOMOO3bl U 3MOOSIUM, KPOBOTEYEHUS,
CUMNTOMbI NOJAArpbl U XONenuTUa3a, HapyLleHne OYHKLMM MOYeK K
ap. [7,12, 71, 82, 83]. Mpu nosbiweHnn JICC 1 CHUXKEHUM NEro4HOro
KPOBOTOKA Y NALMEHTOB C LMAHOTUYHbIMKM BIIC, 61- UK YHUBEHTPY-
KYNSAPHOW reMOAMHAMUKO HapacTatoT NPOSABIEHNUS TUMOKCEMUMN.

LleHTpanbHbIA UMaHo3 npu «cHUXx» BMNC 1 cuHapome 3ii3eHMeH-
repa 00YyCnOBfeH AecaTypauueli apTepuanbHOi KPOBU BCReLCTBUE
BHYTPMCEPAEYHOTO BEHOAPTEPUAIbHOIO LUYHTUPOBAHWA, A TaKXe
HEe[lOCTATOYHON OKCUreHaumen KpoBw Npu 3ab0fieBaHMsAX Nerkux u
neroyHblx cocynos [70]. OH nydlle BbISIBNSETCA B XOPOLLO BacKyns-
PU3NPOBAHHBIX TKAHAX — Ha ry6ax u cnmsuctbiX. Mepudepnyeckuii
LIMAHO3 MMM aKPOLMaHO3, BOSHUKAOLLMIA NPWU HOPMaNbHON caTypauum
apTepuanbHOM KPOBW, BbI3BAH NOBbILLEHHON IKCTPaKLMEN Kicnopoaa
TKaHAMW 1 HabnoaaeTcs npu Hu3Kom CB u/mnun npu cnasme nepude-
puyeckmx cocynos [12, 70]. OH nyywle 3aMeTeH B TKaHAX C 3amef-
NEHHbIM KPOBOTOKOM — AMCTanbHbIX OTAENaxX KOHEYHOCTEM, 4acTo
XONOAHbIX W FINMKKX.

BuayanbHoe BOCMpUATIE LMaHO3a ONpeaenseTcs abConoTHbIM
COJlePXKaHNEM HEOKCUreHMPOBAHHOIO reMornobuHa apTepuansHom
KPOBW, @ HEe OTHOLUEHWEM KOHLIEHTPaUMA OKCMIeHWPOBAHHOMO U
HEOKCUreHUPOBAHHOr0 reMorno6uHa. Moatomy npu CXOA4HOW ca-
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Typauun y nauueHToB ¢ aHeMuen LUnaHo3 60nee BbIPKEH, YeM Y
60MbHbIX ¢ nonuumMTemMuei [70].

Cuuapom 3inzeHmenrepa npu QA conpoBoxaaeTcs amddepeH-
LIMPOBAHHbIM BCNEACTBUE HOPMAMbHOI CaTypauuu Ha pykax WU CHu-
KEHHOI caTypauuy Ha Horax. 3TOT eAMHCTBEHHbIA NaTOrHOMOHMNY-
HbIil KNWHUYECKUIA CUMMTOM MO3BOMSIET C BbICOKOW BEPOATHOCTHIO
NOCTaBUTb AWArHo3 Npu neperMYHOM 06CNef0BaHNm, UCKIIOYMB Mpe-
LYKTamnbHYI0 KoapKTauuo aoptsl [7, 12, 71, 82-85]. Cunapom Jin3eH-
MeHrepa npu TPAHCMO3ULMW MarucTpasbHbIX apTepuin U aHOManum
Tayceur-bunra ¢ OAI npuBoAMT K 06paTHOMY AncdepeHunpoBaH-
HOMY LIMAHO3Y, KOra caTypaums Ha Horax BblLLe, Yem Ha pykax [12].

Y NauueHToB C TSXKENOi NIEro4HO-COCYANCTON 60NE3HbIO, HO
COXPaHSAIOLLMMCH MUHUMANbHLIM apTEPUOBEHO3HBIM COPOCOM Lin-
AHO3 MOXXET OTCYTCTBOBATb B MOKOE U BO3HMKATL NPU DU3NYECKON
Harpyske 13-3a pesepcuu cépoca. B aTom cryqae 06b14HO YKe UMe-
etca nonuumtemus [83, 84]. [narHocTmyeckas LIeHHOCTb ayCKySib-
Taumn 3asmcut 0T cnoxHoctu BIC [1, 3, 4, 9, 13, 23, 70]. Mpu Hop-
ManbHO ChOPMUPOBAHHOM CepfLe U NPOCTbiX fedekrax no mMepe
nporpeccuposaHns JIAI HapacTaeT akueHT Il ToHa Hag JTA — ofauH
13 OCHOBHbIX PU3NKANbHbIX MPU3HAKOB, YKA3bIBAIOLLMX HA HANN4Me
JIT, 32 c4eT ycuneHus 3ByKa 3akpbITUsA NEro4HOro Knanaxa. pu Bbl-
PaXEHHON TPUKYCMMAANBHON Peryprutaumm onpegensieTcs cucro-
NNYECKNIA LWYM Haf MeYeBUAHbIM OTPOCTKOM W3-3a gunatauum gu-
OpO3HOro KosbLa W BbICOKOro AasnieHns B XK. [uactonuyeckuii
WyM HegocTaToyHOCTW KnanaHa JIA — wym paxema-Ctunna —
BbicnywwimBaetca Bo -l mexpebepbe cnesa OT rPyAuHbl Cpasy
nocne Il ToHa. Tuxuid, «ayrOLWmMin», yobIBaOLLWIA, 663 NPOBEAEHNS B
OTNIMYMeE OT LyMa aopTaNibHOM HEJOCTaTOYHOCTM, OH BO3HWKAET NpK
[unatauun nerovyHoro KonbLa u seicokom AJ1A. Cneflyet 0TMETUTb,
YTO Y NALMEHTOB C CMHAPOMOM JM3EHMEHrepa MOXET OTCYTCTBO-
BaTb LUYM LUYHTA, NOCKOJIbKY Npu (pOpMUpOBaHnu Bbicokoi JII rpa-
OWEHT [aBfieHns B 0651acTW aedoekTa OTCYTCTBYET WM MUHUMATIEH.

lMpn nporpeccupoBaHni Nero4HO-COCYANCTON BONE3HM Y NaLu-
€HTOB C NOCTTPUKYCNMNAANbHBIMU AedeKTaMn 0crabeBaeT U MOXeT
NPaKTUYECKN UCYE3HYTb CUCTONMYECKMIA LyM COpOCca U pacLuensie-
Hue Il TOHa cepAua, KOTOpble OTPaXKalT COOTBETCTBEHHO rpajuneHT
[aBNIEHNS MeXAY NeBbIMM 1 NPaBbIMK KaMmepami cepaua 1 3afepx-
KY 3aKpbITUS NErOYHOro KfianaHa no CPpaBHEHMIO C a0pTaNibHbIM NpH
neroyHoin runepsonemuu [12, 44]. CUCTONMYECKUIA LLENYOK OTpa-
XaeT BbIOpOC KpoBM B pacumpeHHyo JTA B cuctony; Il u IV ToHbI
cepaua otpaxarT aucdyHkumio MK, Beigenuts npusHaku J1IN u3
AYCKYNbTATUBHbIX AaHHbIX CNOXHbIX BINC (Npyu aHoManuax oTxox-
[EHUsl, pAcronoXeHns WKW atpesns MarucTpanbHbIX apTepuit,
eJMHCTBEHHOM XENyA04Ke cepaua u ap.) LOCTaTO4HO CNOXHO.

AyckynsTauus nerkux y 60mbHbIX ¢ npekanunngpHoi ST 06b14HO
He BbISIBISIET U3MEHEHWIA, YaCcTO BbICNYLIMBAETCS XXECTKOE AblXaHue,
y 6071bHbIX C NOCTKANUANAPHOI J1T — Menkony3blipyatble xpunbl [1,
5,9,12,23].

Mpn pa3sutun npasoxenyno4koBon XCH y nauueHToB 0TMeya-
t0TCA HabyxaHue 1 Nynbcauus WeiiHbIX BEH, renatoMeranus, nepu-
(hepuyeckue otekm, acuut. MNpu 3Tom y nauneHTos ¢ JIAT ayckynb-
Taums Nerknx MoXet 6bITb He U3MEHeHa, TOrAa Kak Ans nauneHToB
¢ noctkanunnapHon JII 1 BbIPaXEHHOM OfbILLKON XapaKTepHO no-
SIBMEHNE MENKOMy3bIpyYaTbiX XPUMNOB B HWXKHWUX OTAENax NErkux B
COYETaHMN C NOMOXKEHWEM OPTOMHOI. BaxHyto MHG OpMauuio npu
0cMoTpe 60/IbHOr0 MOXET NPUHECTM NYNbCOKCUMETpUS. Ans nauu-
eHToB ¢ Wl nokasaTenu catypauuu KWcnoposa no AaHHbIM Nyfb-
COKCMMETPUM HAX0AATCS B Npeaenax HopMbl, TOrAA Kak 06Hapyxe-
HUe Jecatypauum B NOKOe W Npu Harpy3ke no3sonseT 3anofo3puThb
naronoruo nerkux unu BIC ¢ apTepnoBeHO3HbIM LLIYHTUPOBAHUEM
KpoBu. IMynbcokcumeTputo y nauueHTos ¢ JII npu BMNC Heobxonumo
NPOBOAUTL OTAENbHO Ha PyKax U HOrax B COCTOSHUM NOKOS 1 N3u-
yeckoii Harpysku [7, 19-21, 66, 67] (Taén. 5.1.).

TMnepToHMYECKuiA KPpU3 NO Manomy Kpyry Kposoo6pailenus —
370 BHe3anHoe nosbiweHue JICC n 1A, Kak npasuno, 06ycnoBeH-
HOE Pa3NM4HbIMW NPOBOLMPYIOLLMMU (haKTOpamMn — (OM3NYECKOIA
Harpy3Kom, CTPeccoMm, runosonemuen u ap. CHKeHUe nero4yHoro
KposoToka u GB, HapacTaHue runokcemuu, runonepdysus u ru-
NOKCMSA TKaHen MOryT NPUBECTM K NOTepe CO3HaHUsA. Kpus MOXeTr
ANNTBCA HECKONbKO 4acOB W CYTOK, KYNUPOBaTbCs CaMOCTOSATENb-
HO, NOCIIe JIe4eHNs UNn NPMBECTU K NieTaibHOMY ucxoay [4, 12, 23,
19-21, 66, 67].

[Mpun passutun kKpu3a no MKK y nauueHTta ¢ BHyTPUCEPAEHHbIMM
KOMMYHUKALMSMI Ha HWUX NOABASIETCS WKW YCUNMBAETCA BEHOApTe-
pUanbHbIA COPOC, 4TO MOXET NPEA0TBPATUTL HEAOCTATOYHYIO Npes-
Harpy3Ky CUCTEMHOrO XXeNlyAo4Ka, CUCTEMHYIO MMNOTEH3UI0 U KPK-
TUYECKOe YXYALIEHNe COCTOAHWA 3a CYET HapacTaHWUs rMnoKceMuu.
Hanuuue pesepBsa yBennyeHns BeHoapTepuanbHoro copoca obecne-
41BaeT 60MbLLYH NPOACIKMTENLHOCTD XIU3HW NALWMEHTOB C CMHAPO-
MOM 3ii3eHMeHrepa no cpaBHeHMto ¢ peanayansHoit JIAT [34].

5.1.3.AnamuecTnyeckne ceefeqns

AHamHes 3a60eBaHus JOMKEH BKNOYATh AeTalbHble CBEAEHUS
0 BMGC, xupypruyeckux/ sHL0BACKYNAPHbIX ONepawusax u ux pesysb-
TaTax; aHanm3 NpoTOKOM0B 06CNef0BaHNsA; CBELEHWUA 0 Meauka-
MEHTO3HOM Tepanuu U ConyTCTBYIOLLMX 3a6oneBaHusax (taén. 5.1.)
[3, 7, 12]. VY naumeHToB ¢ BIC npu MaccCMBHOM apTepUOBEHO3HOM
c6poce HEOBXOAMMO YTOUHMTb ANHAMMUKY YaCTOTbI U TSXKECTW BPOH-
X0NEroYHbIX 3a60neBaHuni, y 601bHbIX C CUHAPOMOM Jii3eHMeHrepa
1 LUMaHOTUYHbIMKU BINC — CPOKM NOSBNIEHNUS TMNOKCEMUM W ee OC-
NOXHeHUA. Heo6X04MMO OLUEHUTb UMW UCKNIOYUTL BKNAZ Apyrux,
nomumo BIC, npuyun JIT: Hacnegyemoin JIAT, 3a6onesaHuii coeam-
HUTENbHON TKaHW, NopTanbHOW runepTeHaun, BUY-nudexumn, npu-
eMa NIeKapCTBEHHbIX CPEACTB W TOKCMHOB, NPeObIBaHWA B BbICOKO-
ropbe, 3a601eBaHUN NErkux, BEHO3HbIX TPOMO030B, NOBbILUEHHON
CKNOHHOCTU K TPOMB0O06pa3oBaHmto u ap. [7, 19-21, 66, 67].

Tabnuua 5.1. PekomeHpauuu no nepBuYHOIA AuarHocTuke y 6onbHbix ¢ JII n BIC
Table 5.1. Recommendations for Primary Diagnosis in Patients with PH and CHD

Pekomenpauuu Knacc YpoBeHb
PEeKOMEeHAauun [0Ka3aTeNbHOCTH
PekomeHayeTcs NpoBOAMTL COOP Xano6, NOSIHbIX CBEAEHNA MeANLIMHCKOrO N CEMEAHOr0 aHaMHesa y I C

BCEX NaLmMeHToB ¢ nogo3peHvem Ha J1T npu BIC [1, 2, 4].

PekomeHayeTcs NpoBoANTL (U3NKaNbHbIA 0CMOTP C onpefeNieHneM hopMbl rpyaHON KNETKN 1 I C
nanbnawumen 061acTu CepALa BCex nauneHToB ¢ NoLo3peHnemM Ha Hanuyve J1T [1, 2, 4].

PekomeHayeTcs BbINMONHUTL aYCKY/bTaLMio CEpALa 1 JIETKNUX Y BCEX NaLMeHTOB C NOA03PEHNEM Ha I C

Hanuywe JT [1, 2, 4].

PekomeHAayeTcs NpoBOANTL NMyNbCOKCUMETPUIO HA PyKaxX W HOrax B MOKOe W Npu PU3nYeCcKon Harpy3ke I C
naumeHTam ¢ JIAT npu BMNC ans oLeHKW HanpasfieHUs CUCTEMHO-NEr0YHOrO LWyHTa [1, 2, 4].
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5.2. UHcTpymeHTanbHble MeTofbl 06¢cneoBaHus
5.2.1. 3nexTpokapanorpaghna

dnektpokapauorpadus (KM saBnaeTca 0653aTesbHbIM METO-
[OM [MarHOCTUKW NpW NOJO3PeHun Ha Hanwmuue JIT: BbIABNAKOTCA
NpuU3Hakm runepTpodum n neperpysku MXK, gunatauum n runepTpo-
tbuu npasoro npegcepaua (MM) (p-pulmonale), OTKNOHeHUE 3NeK-
TPU4EeCKoi ocu ceprua Bnpaso (ta6n. 5.2.1.) [86, 87].

YyscTeuTensHocTb IKI npu JIAT coctaBnsieT 55%, cneumdomny-
HOCTb — 70%, NO3TOMY METOL He MOXEeT paccMarpuBartbCs Ans
ckpuHuara JIAT. Y naumeHtoB ¢ JIT mHOraa BbISBNSAETCA HeU3Me-
HenHas IKI [1, 4, 23, 81]. HacTo pa3BuBatOTCA HAMKENYNO4YKOBbIE
HapyLLEHUs pUTMa, 4acToTa passuTUa MopunnaLUN Npeacepani B
TeyeHue 5 neT HabnaeHns coctasnset 25% [4, 23, 88]. Aputmus
NPUBOANT K CHIKeHUIO CB, ycyryonss reMoAMHaMn4eckne HapyLue-
HWA. Y NALMEHTOB ¢ xanobamu Ha cepauebueHns, nepeéon B pabote
cepAua Heo6xoaMMo NposefeHne CyTo4HOro KM -MOHMTOPUPOBAHUS.

5.2.2. PeHTrenorpacgina opraHos rpyaHon KNeTkn

PeHTreHorpacus opraHoB rpyaHon KneTku — 6a3oBoe Mccneno-
BaHue, C KOTOPOro 06bIYHO HAYMHAETCA 06C/ef0BaHME NaLUeHTOB C
BIC wn J1I": peHTreHorpacdus n PEHTreHOCKONKS NO3BONSIOT BbISBUTh
BPOXJEHHble U NPUOBPETEHHbIE MOPOKM Cephua; OnpefenuTb Koc-
BEHHble MPWU3HAKN W3MEHEHWIA NEero4HOro KPoBOTOKA, UHTEPCTULM-
abHble 3a60/1eBaHus Nerkux (rpynna 3), BEHO3HbIN 3aCTON B NIErkux
Nnpw Natonoruy NesbIX OTAEN0B cepAaua (rpynna 2) (taén. 5.2.1.).

JoNoHMTENBHYI0 MHG)OPMALMIO MOXKHO NMOMYYUTb C NOMOLLbIO
KoMnbtoTepHoi Tomorpacpum (KT) m MPT [1, 2, 4, 19, 23, 81]. Oc-
HOBHbIMM PEHTTEHOIOMMYECKUMI NPU3HAKAMU NpekanunasapHoii JT
Nnpy HOPMaTbHO CCHOPMUPOBAHHOM CEpALe ABAAIOTCA BbIGyXaHue
YAJMHEHe Mo NPOTSXEHHOCTM cTBoNa J1A, BbISIBNSIEMbIE N0 pa3me-
pam |l myra no nesoMy KOHTYpY cepiua B NPsMOi U NepBON KOCOW
NPOEKLMAX; pacLUMpPeHne TeHU KOPHEIi NIerknx 3a CYeT YBeSIMYeHus
AnameTpa cocyf0B C COXPAHEHWEeM CTPYKTYPbI TeHU; 060raLLieHne n
YCWUIIEHNE NTero4HOro PUCYHKA, a npu BbipaxxeHHon J1M- ero obefHe-
HUE Ha Nepudepun NeroYHbIX NOSei (CUMNTOM «aMnyTaunn»); us-
MEHEeHNe 0CHOBHbIX KO3 (ULIMEHTOB M UHAEKCOB, OTpaxaroLmx JI
(BblCOTA JIErOYHOrO CErMeHTa > 4 MM Y B3POCAbIX, MAMETP HUCXO-
AsLIen BETBM NPaBOA NEro4HON aptepumn > 15 MM y B3pOCHbIX, UH-
pekc Jlionu > 30%, koadpcpmumeHt Mypa > 30% v ap.), paclumpeHue
KoHTypoB [ 1 MX [52, 65, 89-93]. Koadhdmument Mypa — oT1-
HOLUEHWEe WMPKHbI cTBoNA J1A K NOSIOBMHE BHYTPEHHEro AvMameTpa

Ta6nuua 5.2.1. PekomeHgaLuu No MHCTPYMEHTANbHOW AUArHOCTHKE
Table 5.2.1. Recommendations for instrumental diagnostics

rPYAHON KNeTKU, MHAEKC JTHonm — OTHOLLEHWE CYyMMbI MOMNepeYHbIX
paccTosHUA OT CPeAUHHON NIMHWK A0 MepBOro AeneHus npasoi u
NeBON NEroYHbIX apTepuin K AnameTpy rpyaHoi KNeTku Ha YpoBHe
Anadoparmbl. 06a nokasatens B Hopme He npesbiwaoT 30% [94].
KapanoTopakanbHbli UHAEKC ABNAETCA AWArHOCTMYECKUM W Npo-
FHOCTUYECKUM NOKa3aTesiemM pa3mepoB cepaua. Mokasaresib CUITbHO
Koppenupyet ¢ ®K'y B3pocnbix naunentos ¢ JIAM-BIC, no3sonser
BbISIBUTb NaLMEHTOB C NOBbILIEHHbIM PUCKOM NETANIbHOCTY B Cpej-
He- 1 JoNrocpoYHoii nepcrnektuse [95]. V nauuenToB ¢ Tshxenon J1I
06Hapy>X1BaeTCcA NnyeBpanbHbIA BbINOT. HEM3MEHEHHAsA PeHTreHo-
nornyeckas KapTuHa He ucknto4aet Hanuyue J1I [4, 5, 89].

[Mpn mManbIx/ conyTCTBYIOLMX feddekTax unu pesngyanbHon JIT
NPU3HAKOB M3MEHEHWIA JIEro4HOro KPOBOTOKA HE BbIABNAETCA WK
NOCNeAHUA YCUNeH HesHaduTenbHo, kak npu WIT. Y nauweHToB
€0 CcnoxHoimMu BIC u cteHo3om JIA B kayecTBe kKomnoHeHTa BI1C
(OBOMHOE OTXOX[EHWE M TPAHCMO3NLMA MAruCTpasbHbIX COCYA0B,
(PYHKLMOHANBHO €AMHCTBEHHbIN Xenyno4ek, Ap.) JIero4YHbIn pucy-
HOK MOXET 6bITb HOPMaJTbHbIM, @ LUNPUHA CEPLEYHON TeHU — He-
60nbLwoi. Mpu BINC ¢ 06efHeHHbIM JIEro4HbIM KPOBOTOKOM (TETpa-
Aa ®anno, ap.) BO3MOXXHO YCW1gHWe NeroyHoro pucyHka npu OATT,
a0pTO-N1eroYHbIX Konnarepane 1 CUCTEMHO-NEroYHbIX aHacTOMO-
308 [89, 96].

Mpwn cnoxubix BMNGC ¢ cermeHTapHon J1I (atpe3us M CTEHO3b
BeTBel JTA, 60MblLUME A0PTO-NEroYHbIe KonnaTtepanbHble apTepun 1
AP.) NEroYHbIA PUCYHOK B PA3NINYHbIX OTAENAX NErKUX MOXET OblTb
HOPMasnbHbIM, 06€HEHHBIM WX YCUEHHbIM, a JlyyLlas ero Bu3ya-
nu3auus gocturaetcs npu KT. ACUMMETPUYHOE YCUNEHUE NETr0YHO-
0 PUCYHKA MOXXET HabJl04aTbCa NPY HaNNYUKM CUCTEMHO-JIEr04HbIX
apTepuanbHbIX aHaCTOMO30B.

PeHTreHorpadoms B 60MbLINHCTBE CNy4aeB MNO3BONSET UCKHO-
YuTb nocTkanunnapryo JII n onpeaennTb ee TAXKECTb. BEHO3HbIN
KOMIOHEHT ONpefensieT YCUeHne NIero4Horo pucyHka npu n3onu-
POBaHHOW MOCTKANMANAPHOA J1I: NMOHWXeHWe Npo3payHoCTy Jier-
KWX, JIMHAW Kepnu, cuayaT «ieTyqyeln Mbllin» uian «6aboukn» [4,
97]. ®opmupoBaHne KOMEMHUPOBaHHOI nocTkanunnspHoi J1I co-
NPOBOXAAETCS NPUCOESMHEHNEM BbILLEONMUCAHHBIX NPU3HAKOB Npe-
KanunispHoro KOMMOHEHTa, AOMONHUTENIbHYIO UHPOPMALMIO AaeT
pacyeT OTHOLLEHWII AMaMeTPOB CerMeHTapHbIX U Cy6CermMeHTapHbIX
BEH K IMamMeTpy COOTBETCTBYHOLLMX apTepuil  6pOHX0B. HayanbHble
NPU3HAKN BEHO3HOIO MOJSIHOKPOBUS JIETKMX MO3BONSET BbISBUTb
KT-aHrvnorpadums.

PekomeHpauum Knacc YpoBeHb
peKomMeHAauun pAoKa3aTenbHOCTH

PekomeHayeTcs npoBefieHne anekTpokapamorpadum Bcem 60mbHbIM J1T ¢ N0J03peHUEM Ha Hannyune I C
BINC npn nepBu4HON AMArHOCTMKE W HA BU3WUTaxX HabnodeHns [1, 3, 4,17, 19, 86].
PekomeHayeTcs npoBefeHne cyTo4HOro IKIM-MOHMTOPMPOBAHNSA NaLMeHTaM C XKanobamm Ha I C
cepauebueHns, nepebon B pabote cepgua [1-5].
PekomeHayeTcs NpoBefieHNe PeHTreHorpacpum OpraHos rpyaHON KneTku Bcem 60mbHbIM JITT ¢ I C
nofo3peHnem Ha Hanu4ue BINC npu nepBUYHONA ANArHOCTUKE U Ha BU3MTax HabnogeHus [1-4, 17].
PekomeHayeTcs oLeHUBaTh BEPOSTHOCTb J1T N0 AaHHbIM TpaHcTopakanbHoM IXOKI y Bcex 60bHbIX | C

¢ nofo3peHnem Ha JII Ha 0CHOBaHMM OMpeaeNneHns CKOPOCTH TPUKYCNUAANLHON PerypruTaLum u

HanM4ns JONOJSTHUTENbHBIX hakTopoB pucka [1-4, 19].

[Mpw BbICOKOIA 1 CpeaHeil BeposTHOCTW Hanuums JIT 60nbHbIM ¢ Noao3peHnemM Ha BINC pekomeHayeTcs lla B
[oo6cnefoBaHmne ans NoOATBEMKAEHNS AMArH03a, BKITHOYAs KaTeTepruaalio Npasbix OTAENOB cepAua

[1-4,19].

PekomeHayeTCs NpoBefieHne YpecnuLLeBOAHON 9x0Kapamorpaduy nauuentam ¢ Sl npu nogo3pequn lla B

Ha WYHTUPOBAaHMNE KPOBM ANA YTOYHEHUA pa3Mepa, 1oKann3alun, obbema u HanpasIEHNA LWYHTa [1—4,

17,19].
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[na npaBubHON NHTEPNPEeTaLNI PEHTIEHONOMNYECKUX CHUMKOB
He06X04MMO Y4MTbIBATb BO3PACT GOSIbHOIO, aHATOMUIO U remoam-
Hamuky BIC, natonormio KOCTHOTO CKesleta, TEXHUYEeCKMe acrnek-
Tbl — NPaBUILHOCTb YKNAAKWN M NO3ULMOHUPOBAHUS, BbIGOP (n3K-
KO-TeXHWU4eckux ycnosuit u ap. [17, 89]. Mpw BbINOSHEHUN CHUMKOB
B NONOXEHUM NeXKa 3aTPyAHeEHa BU3yanu3aLms 31eMeHTOB JIero4HOro
PUCYHKA W OLeHKa kamep cepaua. MMpu BINC onncaHbl XapakTepHble
KOHQOUrypaumm CepaeyHoil TeHW: «AiiLo, nexallee Ha 60Ky» npu
TPAHCNO3ULMN MaruCcTPanbHbIX apTepui, «AepeBsiHHbIA HaliMa4yoK»
npu TeTpage ®anno, «CHexHas 6aba» npu cynpakapauansHom gop-
Me TOTaNbHOr0 aHOMAsbHOr0 ApeHaxa neroyHbIX BeH [52, 89, 98].
[Mpn aHoManbHOM ApeHaXe JIeroYHbIX BEH MOXET OblTb paclumpeHa
TeHb BEPXHE Mool 1 NOABNATLCA TEHb BEPTUKA/IbHON BeHbl. [pn
CUHIPOME «ATaraHa» («TypeLKoil cabnin») Ha peHTreHorpaMmme BA0Nb
NpaBoi rpaHuMLbl cepaua BU3yanu3npyeTcs xapakrepHas cabnesug-
Has TeHb NPaBbIX NEr0YHbIX BEH, BNAAAOLLNX B HUXKHIOK NOMY0 BEHY
[14, 98-100]. MoaTsepauTs AuarHo3 nomoraet KT-aHrnorpadus.

5.2.3. Ixokapgnorpagua

TpaHcTopakanbHas 3xoKI — Haubonee AOCTYMHbIA HeWHBA-
3UBHbIIl JMArHOCTUYECKWUIA METOA MepBOI JINHWK, KOTOPbIA 00e-
CMeYMBaeT JeTaNbHY WHGOPMALMIO 0 NpUYMHaxX u Tsxectm JI:
no3sonseT oueHnTb yposeHb [JIA, uckniounts BINC, nopaxeHus
KfnanaHHoro annapara, natonoruto muokapga [1, 2, 9, 100-102]. ¥
nauwenTos ¢ J1I BoissnsaoTcsa gunatauus NN v MK, runeptpocus
cTeHku XK, napagokcanbHOe ABUXEHUE MEXOKeNnyLo4KOBOW ne-
PeroposiKu CO CMeLLEHMEM B CUCTONY B CTOPOHY XK.

MpoBefeHne IXOKI pekomeHayeTcs BCeM O0SbHbIM C NOA0-
3peHnem Ha Hanuyue JI, B rpynnax ckpuHuHra J1AT. Kputepum
BeposaTHOCTW JII no AaHHbIM 3X0KI B 3aBUCUMOCTU OT CKOPOCTU
TPUKYCNWUAANBHOA peryprutaumm W Hanuyus AONOSHUTESNbHbIX
npu3Hakos JII npeacrtasneHbl B Tabnuuax 5.2.2., 5.2.3. [1, 4, 9].
[ns Bepudukauum gmardosa v Bbloopa TakTUKK NeYeHnst He0bxo-
aumo nposeaeHue KIOC.

Tabnuua 5.2.2. BeposatHocTb JIT N0 faHHbIM TPAHCTOpPaKanbHOW axokapauorpachuu [1, 4]
Table 5.2.2. Probability of PH according to transthoracic echocardiography [1, 4]

CKOpoCTb TPHKYCNNAANbHON PErypruTawum,

Hanuune fononHUTENbHbIX

BepositHocTb JII no gaHHbIm

m/cex JxoKI-npu3Hakos * IxoKIr
< 2,8 unu He namepsercs HeT HU3Kas
< 2,8 unu He n3mepsercs Ja cpeaHss

2,9-3,4 HeT CpeaHas

Mpumeyanue (Note): “— He MeHee 2-x 13 pasHbix kateropuii — A/B/C (at least 2 from different categories — A/B/C)

Ta6nuua 5.2.3. [lononuutenbHbie IX0KI-npu3Haku NeroyHon runepTeHsun y B3pocnbix [1, 4]
Table 5.2.3. Additional echocardiographic signs of pulmonary hypertension in adults [1, 4]

A: npasblii Xenyao4exk

CooTHOLLEHMe 6a3anbHbIX AUAMETPOB
MKAITK > 1,0

MapapokcanbHoe asuxeHne MXKI; nHgexc
3KcLeHTpu4HocTM JIXK > 1,1 B cuctony u/
unu guacrtony) Ynnowexue MXKI (nHgekc
3KcLeHTpr4HocTM JIXK > 1,1 B cuctony u/mnu
Jnactony)

— Ouametp J1A > 25 mm

B: neroyHas aprepus

Bpems yckopeHus (AT) NoToka B BbIXOZHOM
TpakTe MK < 105 Mc unn cpegHecucTonuye- npu hopcMpoBaHHoOM BAoXe (< 50%)
ckas 3asybpuHa (notching)

CKOpOCTb paHHEN ANacTONNYecKON perypru-
Tauum Ha JIK > 2,2 m/c

C: HNXHAA Nonas BeHa W npasoe npeacepaue
[mnametp HIMB > 2,1 cm ¢ KonnabupoBaHuem

(< 20% npwm cnokonHOM BAOXE)
Mnowanap MM B KOHLE cucTonbl > 18 cm?

Mpumeyanue (Note): JIA — neroyHas aptepus (LA — pulmonary artery); JIXK — nesbiit xenygoyek (LV — left ventricle); JIK — neroynbiit knanad (LV — pulmonary valve),
MXKI — mexokenygoukosas neperopogka (IVS — interventricular septum); MXX — npasbiit xenygoyek (RV — right ventricle); MM — npasoe npeacepaue (RA — right atrium);

HIMB — HuxHss nonas Bexa (IVC — inferior vena cava)

Tabnuua 5.2.4. IxoKr-kpurepun fUMacToNUYecKon SUCHYHKLUKN cucTeMHOro mopchonoruyecku JDK y B3pochbix ¢ GUBEHTPUKYNAPHOIH

remoauHamukon [19]

Table 5.2.4. Echo criteria for diastolic dysfunction of the systemic morphological LV in adults with biventricular hemodynamics [19]

Mokasartenu

Penakcauus JIX

Nlasnenue B Nnesom npepcepaum

E/A Ha MMTpanbHOM Knanaxe

Cpeptee E/E’

lnkoBas cKOpoOCTb TPMKYCNNAANbHOI peryprutauum, m/c
WNupexcupoBaHHblit 06beM NeBoro npeacepaus, Mn/m?
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Hopma | cTeneHb Il cteneHb lll cTenexb

HopMma HapyLleHa HapyLueHa HapyLueHa

Hopma HopMma MOBbILLIEHO MOBbILIEHO
>0,8 <08 0,8-2,0 >2,0
<10 <10 10-14 >14
<28 <28 >2.8 >2.8

Hopma HopMa unu MOBbILLEHO MOBbILLEHO

MOBbILLEHO
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CornmacHo  COBPEMEHHbIM  MPEACTABNEHUSIM  OCHOBHbIMM
IxoKr-napameTpamu OLEHKK Npu pasnuyHbix popmax JTAl aBns-
t0TCS paC4YeTHOE CUCTONMYECKOE, AnacTonunyeckoe n cpearee AJ1A,
COOTHOLLEHWE Pa3MepoB NPaBOr0 M NEBOT0 XXeNnyAo4qkoB CepALa,
WHAEKC 3KCLEeHTpUYHOCTU JTK, cuctonuyeckas akckypeus donbpos-
HOT0 KonbLa TpUKycnuaanbHoro knanaxa (TAPSE), ckopocTb cucto-
NNYECKOro CMeLLeHMs Kombla TPUKYCNUAanbHOro knanada (S') u
SNM [7-9, 13, 16, 100]. M-pexum, AByxmepHas v TpexmepHas (3D)
IXoKI" ucnonb3yoTes Ans BU3yanu3aLun, B TO BpEMS Kak TKaHeBas
aonneporpadus 1 cepoLlkanbHas oLeHKa aedopmauny Mnokapaa,
B 4aCTHOCTM NPOAONbLHOI fAedhopMaLMn 1 ee CKOPOCTM, CTAHOBSTCS
HEOTbeMJIEMON COCTaBIAOLLEN (YHKLUMOHANBHOM oLeHKu [103].

Pasmepsbl, hopmy, 06beMbl 1 OB Xenyao4koB MOXXHO OLEHUTb
npu TpaHcTopakanbHoi IXoKI, npu 3TOM Ans oLeHKN 06bemoB MK
n ®B Heobxoaumbl 3D-3xoKl n cneunanbHoe nporpaMmMHoe 06e-
cneyeHme. Tpu3Hakn 06bEMHON Meperpy3kn >enyao4ykoB B Buae
ysenuyenns KOO n ynapHoro ob6bema 06Hapy>XUBAOTCS B Cnyvae
LIYHTUPOBAHUS KPOBW WA NPU HAIMYWI KNAnaHHbIX PerypruTauuii.
M-pexxum no3BONSET OLEHUTb CUCTONMYECKYHD SKCKYPCUIO KOMbla
TPUKYCMMAANBHOMO 1 MUTPANIbHOrO KNanaHoB, 0CO6EHHO Npu AUHA-
Mudeckom HabnoaeHnn. 3D-3xoKI no3BonseT OLUeHUTbL pa3mep W
thbopmy cenTanbHOro AedhekTa, ero B3aMMoCBA3b C APYruMn CTPYK-
Typamu cepgua [100, 104].

Cuctonuyeckoe OJ1A npu OTCYTCTBUKM OBCTPYKLMM HA MyTAX OT-
TOKA W3 NPaBOro Xenyno4ka OLEHVBAGTCA MO CUCTONMYECKOMY [1aB-
neHnto B MK, paccynTaHHOMY N0 CKOPOCTU TPUKYCNUAANBbHOWA pe-
rypruTaumm (rpafueHTy cUcTonuyeckoro fasneHns mexay MK u MM
COrMacHO ypaBHeHM0 bepHynnu) ¢ y4eTOM pacyeTHOI BENUYMHbI AaB-
nexus B MM [1, 9, 105, 106]. Y B3poc/bIX C NUKOBOI CKOPOCTbIO TPU-
KycnuaansHom peryprutaumm < 2,8 m/cek, BeposTHOCTb J1I Hu3Kas;
npn 2,9-3,4 m/cex — ymepeHHas, a npu BennyuHe > 3,4 M/cek — Bbl-
cokas (Tabn. 5.2.2.). HopmanbHoe cuctonuyeckoe /1A no faHHbIM
IX0KT y B3pocnbix cocTasnset < 40 mm pT. cT. [4].

CKOpOCTb W CTeneHb TPUKYCMMAANbHOA peryprutaumn — ABa
HEB3aMMOCBSA3aHHbIX MapamMeTpa: Npyu HeBONbLIOA peryprurauum
MOXeT Habnoaatbcs Bbicokas J1I'; MHOrAa y NauMeHToB C 10Ka3aH-
HO JII TpuKycnugansHas peryprutauusa otcytersyet [20, 100, 107].
MonyyeHne agekBaTHOro CNeKTpa NOTOKa TPUKYCNMAANbHOA peryp-
TUTaLMN MOXET BbITb 3aTPYAHEHO W3-3a CMELLEHNS TPUKYCNAab-
HOrO KnanaHa B CUCTOMY; eCNK CTPYS Peryprutaumm aKCLEHTPUYHa,
KOrJa ycnoBue OTKMOHEHUS JONNEepOBCKOro fyd4a OT HanpaBfieHus
NnoTOKa peryprutauumu meHee 20° MOXET He cobnoaatbes. B atux
Cnyyasx BO3MOXKHa HefjooLieHKa cuctonuyeckoro /1A [4, 6, 17].

CpenHee OJTA MOXET ObITb paccyMTaHO MO NOTOKY TPUKYCMU-
panoHom peryprutauumn [4]. CpepHee u awactonudeckoe [J1A
06bI4HO OLEHMBAIOT MO PEryprutauuy Ha fIero4Hom knanaue [1, 17,
100]. Mpwn pacyete cpfJIA yynTbIBAETCA NMUKOBAs CKOPOCTb Peryp-
ruTaumn, npu pacyete auactonuyeckoro AJ/JA — ckopocTb NOTOKa
B KOHLie AMacTtonbl. BBUAY HW3KWUX CKOPOCTEN peryprutauum o6s-
3aTenbHO y4uTbiBaTh fasnexue B 1. Mpu TAHXENoN peryprutauumn
3-4 cTeneHn TOYHOCTb METOANK CHUKAETCS; Y psaa 60nbHbIX ¢ JIT
MOXXET OTCYTCTBOBATb NeroyHas peryprutauus [17].

MMpn noBbiweHnn aasnenHus B MXK HabnogaeTcs napaaokcanb-
HOE [BWKEHWE MEeXOKENyA04KOBOW MEeperopofkit ¢ OTKNOHEHWEM
B cuctony B cTopoHy JIK, a nocneaHuii npuobpetaet D-06pasHyto
thopmy npu mccnefoBaHUKM No KopoTkon ocu ceppua [100, 108-
110]. Bcrnefcteue MexOKesny4o4koBOro B3auMofencTBus CTeneHb
komnpeccun JIXK KOCBEHHO XapakTepu3yeT CTeneHb MOBbILIEHUS
nasneHns B MXK. Tak, ecnu MHOEKC 3KcUeHTpuyHocTK JIK B KOH-
Le cuctonbl < 1,1, To cuctTonunyeckoe aasneHne B MK HopmanbHoe
Unn cnerka nosbiweHo; npu 1,1-1,29 — nOBbILIEHO YMEPEHHO;
npu > 1,3 — 3Ha4uTensHo nosbiweHo [100, 108]. CHN3UTL UHGOp-
MaTWBHOCTb METOANKN MOXXET HapyLUeHWe BHYTPUXKENYA04KOBOM
NPOBOAMMOCTH (6/10Kafa HOXEK Ny4ka lnuca).

BaxHeiilumm atanom 3xoKr-nceneposanns 6onbHoro ¢ S sgns-
eTCS OLEHKA COKpaTUTenbHOI cnocobHocTu MXK. Mokasatens TAPSE
OTPAXaeT YKOPO4EHMe NPOAOSbHbIX BOMIOKOH CBOBOAHON CTEHKM K
BO BPEMS CUCTOMbI, OLEHWUBAETCA Kak MakCUManbHOe CMeLLeHue B
cucTony (MOBPO3HOro Kosbla TPMKYCMMAANBHOMO KranaHa B anu-
KanbHOW NO3uLMK YeTbipexkamepHoii npoekumn B M-pexkume. TAPSE
Nerko OnpenensieTcs ¥ BOCNPOM3BOAUTCS, OAHAKO 3aBWUCMT OT yrna
CKaHWPOBAHMS 1 BOSTOMUYECKOIA HArpy3kmn, MOXET ObITb NCEBAOHOP-
manbHomn npu BIC ¢ neBo-npaBbiM COPOCOM MW NPY BbIPAXKEHHOIA
TpukycnuaansHoi peryprutauum [108]. V B3pocnbix TAPSE < 17 Mm
CBMAETEeNbCTBYET O CUCTONNYECKON ancdyHKummn MK [108].

[TMkoBasi CKOPOCTb CUCTOSIMYECKOr0 CMELLeHUs Kombla Tpu-
KYCNUAANbHOro KranaHa (S’) oTpaaer COKpaTUTeSIbHYt Cnoco6-
HOCTb XK 1 OLEHNBAETCA NpU NOMOLLW TKAHEBOW Aonneporpacgum.
S’ TPUKYCNUAANBHOIO KnanaHa Koppenupyert ¢ qpakuuen nameHe-
Husa nnowagu (FAG) MX n TAPSE v oTtpuuarenbHo — co cpJTA u
CTeneHblo peryprutaumm Ha nero4Hom knanade [100]. S’ 3aBucut ot
06bEMHOIA Harpy3Kku 1 4acTOTbl CEPAEYHbIX COKpaLLeHUA. HmKHURA
npegen HoOpManbHOro 3HavyeHus S’ ans B3pociblXx — 9 cm/c (Ans
naumeHTos cTapLe 60 net — 8 cm/c) [107, 111]. S’ < 9 cm/c cooT-
BETCTBYET (hpakumm Bbibpoca MK < 40% [17, 112].

AxoKl-kapTuHa npu pesuayanbHoit JIAT nocne paaukanbHOW
Koppekumn npoctblx BMC v JIAT npu manbix/ CONyTCTBYIOLMX fe-
dhekTax naeHTM4Ha TakoBon npw WII. Coxpansitowlascs wnu npo-
rpeccupytowlas aunarauus MMy naumentos ¢ JIAI nocne pagnkans-
HOM Koppekumumn npocTbix BMGC v JIAT npu manbix/ conyTCTBYHOLWMX
JedekTax ABNSeTCs UHTErpanbHbIM nokasatenem aucayHkumum MK
1 TpUKycnuaanbHoro knanawa [2, 9, 100]. Y B3pocnbix npu JIAT
Hu3Koro pucka SMM < 18 cm?, ymepeHHOro pucka — 18-26 cm?,
BbICOKOr0 pucka > 26 cm?[1, 2,4, 17, 100]. iHdhopmaTuBHOCTb Ana-
meTpa JTA, Kak Kputepus cteneHmn Tskecty JIAI nocne pagmkanbHoi
Koppekumn npocTbix BIC, Huskas [2, 113, 114].

Y nauueHToB ¢ NPOCTbiMK AeddeKTamMu C NIeBO-NpPaBbiM COPOCOM
1 CUHAPOMOM Jii3eHMeHrepa NOMUMO BbILLIEONMCAHHbIX NOKa3aTe-
nen He06X0AMMO OLEHUTb MOPONOruio 1 pa3mep Aedekra, Ha-
npasneHue c6poca KPOBU W rpafyUeHT CUCTONTMYECKOrO AaBNIeHUs Ha
nedpexre [100, 114, 115].

Tun nocTTpuKycnuAanbHbIX AeeKTOB OnpeLenseTcs OTHOLWEHN-
eM pasmepa fedekra K AMameTpy aopTbl — a0pTanbHOro Knanaxa
npn OMKIT 1 coOTBETCTBYHOLLMX OTAENOB a0pThl Npu feddekTe aop-
TO-neroyHoi neperoponku n OAl. B cnyd4ae coOnocTaBUMbIX pa3me-
pOB AeheKTa 1 aopTbl NepBbIil ONPeaenseTcs Kak HepeCTPUKTUBHBIN,
6€3 OrpaHnyeHns NaTonornieckoro copoca KPoBm M3 apTepuanbHbIX
Kamep CepALa, Un pecTPUKTUBHBIA — NPU MEHbLLKUX pasMepax, XoTs
6bl 1/3 anameTpa no cpaBHEHUIO ¢ a0PTON. Mpu PECTPUKTUBHBIX NO-
CTTPUKYCNNAANbHbLIX AedeKTax BeNn4nHa apTepruoBeHo3HOro cépoca
3aBMCUT OT BeNU4KHbI AedhekTa  cooTHoweHus JICC u nepudpepuye-
ckoro cocygumctoro conpotusnenus [100, 114, 116]. B atom cnyyae
rPaAMeHT CUCTONMYECKOro AaBneHns Ha Aeddekte 06paTHO Koppenu-
PYeT C BENIMYMHON CUCTONMYECKOr0 ABNIEHNS B NPABOM XKenyao4ke
n NA. Tlpn HepPecTPUKTMBHLIX NOCTTPUKyCNMaanbHbiX aedektax JI
BCerda BbIpaXeHa C POX[JeHUs W Bbi3BaHa NPsMON nepejayeil Aas-
NEHUs M3 CUCTEMHOrO XEeNyA40uYKka, a BeNYNHA apTepuoBEHO3HOO
cobpoca 3aBucuT oT cooTHolleHns JICC m nepudpepuyeckoro cocy-
auctoro conpoTmenenns [2, 100, 116]. Y nauneHToOB ¢ CUHAPOMOM
Ji3eHMeHrepa MOXET BW3yanu3upoBaTbCs NPaBO-yeBblA UK ne-
PEKPECTHbI copoc. Hannyme oaHOHANPaBiieHHOro cbpoca KpoBu B
cuctony 4epe3 ONMXKIM unu OAI no3sonset onpeaenntb NKOBbINA
CWUCTONNYECKUIA FPIUEeHT AABNEHUS MEXAY XKenyao4Kamn uin maru-
CTPTbHbIMU COCYAAMU, YTO MOXET 6bITb UCMOJIb30BAHO AN pacyeTa
CONA. [Insa pacyeta nocnefHero B cny4yae apTepyuoBEHO3HOrO LLyHTA
(cneBa HanpaBO) M3 CUCTEMHOrO CWUCTOSIMYECKOr0 AaBneHus (onpe-
JeNAeTCA HEMHBA3MBHO) BbIYUTAIOT COOTBETCTBYHOLIMA pPafueHT
[aBJIEHNs, a NPU HANMYMM BEHOAapTepuanbHoro (cnpasa Haneso) —
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npu6asnsoT. OTCyTCTBME COPOCA Hepes AeeKT Unun ero AByHanpas-
NEHHbIA (NepekpecTHbIA) XapakTep CBUAETENLCTBYET O NMPUMEPHOM
PaBEHCTBE CUCTEMHOrO apTepuanbHoro Aasnedus u CIAMA (npu oT-
CYTCTBMM 0BCTPYKLMYM Ha nyTax 0TToKa U3 MK B cnydae ONMXKI). Mpu
NPETPUKYCNUAANbHbIX AeheKTax NOHATUE PECTPUKTUBHOCTMI YETKO He
Onpeznenexo.

Y 601nbHbIX ¢ Hanu4uem J1T Bu3yanuaaums HUSKOCKOPOCTHOIO ABY-
Hanpae/eHHoro cépoca Ha gedekrax, u 0cobeHHo Ha OAI n gedhexre
a0PTO-NEro4HoN neperopoAku, npu IxXoKI MoXeT 6bITb 3aTpyaHeHa
[101, 103, 107, 112]. Mpe- unn noCTTpUKyCNMaanbHaa nokanusaums
Lepekta B 3BECTHON Mepe BiuAeT Ha agantauumio MX k JTT [114]. Y
NaLMEeHTOB C NPETPUKyCnnaabHbIMK Aedektamm Bbicokas J1T chop-
MUpPYeTCs LOCTAaTOYHO MO3AHO, Nocne ANUTeNbHON 06beMHOR nepe-
PY3KW 1 neproaa OTHOCUTENTbHOW KOMMeHcaumu. [pu aTom pa3suTie
BbICOKOW JII 4acTo cONpoBOXJaeTCs 3HAYUTENbHON Aunarauueit npa-
BbIX OTZEN0B cepAaua v aucdyHkumen MK, nogo6Ho UIT.

JII y BCEX 6OMbHbIX C HEPECTPUKTUBHBIMI NOCTTPUKYCNNAAMb-
HbIMU JedheKTamy pas3BMBAETCH C POXKAEHUA M 06bIY4HO COMPOBO-
XAeTCH OTHOCMTENbHO XopoLuel agantaumen MK ¢ BbipaXKeHHON
rMNepTpomren, He3HaYUTENbHON AuNaTaLUuein  COXPaHHOW CUCTO-
nuyeckoi coyHkumert [115].

VIHghopMaTnBHOCTL MHAEKCA 3KCLEeHTpUYHocTH JIXK B Kayectse
kputepua Tsxectu JII y nauuentos ¢ 6onbwinm VKM Heenuka
[109, 114]. TAPSE 3aBucut 0T 06bEMHOI Neperpysku u npu ne-
BO-NpaBoM CcOpoce MOXeT 6biTb ncesfoHopManbHoi [113, 114].
Mpn aTOM pasnuyus B peMogenupoBaHmn u agantauumn MX K Bbl-
cokon JII' y 60MbHbIX C Npe- U NOCTTPUKYCNNAANbHLIMU AedeKTa-
MU MOTYT YCMELUHO BbISBAATLCA C MOMOLLLIO METOAMKM Speckle-
tracking. [na ngeHtmdmnkawmm n nporHo3npoBaHmns CMCTONNYECKON
ancdyHkuum MK, rnobanbHas nNpoaonbHas aeopmaums MeHee
4yem 20% UMeeT 60MbLIYI0 YYBCTBUTENIbHOCTb MO CPABHEHUIO C pY-
TUHHO NPUMEHSeMbIMI MeToanKamm [117].

Y nauneHToB co cnoxHbiMu BIC ¢ 6U- 1 YHUBEHTPUKYNAPHON
reMOJNHAMUKON BXXHO UCKMKOYUTbL Hanu4ne cTeHo3a J1A — knanaH-
HOTO, NMOAKNAMNAHHOr0 AW HAAKNANAHHOr0, BPOXAEHHOIO UNKN CO3-
[aHHOr0 XMPYPruy4eckum cyxumsaHmem J1A B Ka4eCTBe KOMMNOHEHTa
nopoka [100, 114, 118].

Y 60/bHbIX C GUBEHTPUKYNAPHON reMOANHAMUKONA U CTEHO30M
JIA no cKoOpoCTU peryprutauuu Ha BeHO3HOM aTpPUOBEHTPUKYNAP-
HOM KNanaHe MOXHO paccyuTaTb CUCTONMYECKOE AABMEHUE B Be-
HO3HOM XXeNy[04Ke, And NPUMEPHON OLIEHKU CUCTONINYECKOrO [aB-
nexus B cucteme MKK rpaiMeHT CUCTONNYECKOr0 AaBNEHNUs Ha NyTy
0TTOKa B J1A crieflyeT Bbl4eCTb U3 PaCYeTHOr0 aBJIeHNs B BEHO3HOM
xenygoudke [100, 113, 114].

\30n1poBaHHbIA CTEHO3 NEr0YHOr0 KnanaHa He npensaTcTayeT
OLeHKe auactonuyeckoro [J1A no ckopocTu perypriTaumum Ha neroy-
HOM KnanaHe, OfHaKO NPW HaNU4YUK NOAKNANAHHOT0, HAAKNANAHHOTO,
Hanpumep, nocne CyxusaHus J1A, UM MHOrOypOBHEBOr0 CTEHO03a
J1A, namepenue guactonuyeckoro [J1A HeuHdopmatusHo [100].

Mpu1 NONHOM OTCYTCTBUM aHTErPagHOro KPOBOTOKA Yepes neroy-
HbIA KnanaH, Kak B crnyyae atpesuu J1A, nocne onepauun OoHTeHa
WNK BYHANPaBNIEHHOr0 KaBOMy/bMOHANIbHOMO aHACTOMO3a C nepe-
BA3KOIA J1A, CKOPOCTb PerypriutaLmn Ha BEHO3HOM aTpUOBEHTPUKY-
NAPHOM Knanaxe He oTpaxaeT /1A [114, 118].

bonblwmne no AnameTpy CUCTEMHO-JIEro4YHble aHACTOMO3bl —
LieHTpanbHbIA, BatepcToyHa-Kynu n fp., HanoXeHHble nauueHTam
C UCXOLHO 06efjHEHHbIM Nero4HbIM KpOBOTOKOM (TeTpaga danno
W ap.), Npu ANUTENBHOM (PYHKLUOHUPOBAHWUN MOTYT NPUBOAUTL K
BbICOKOW JII ¢ OTCYTCTBMEM rpafiMeHTa Ha aHacTomose [2, 21, 65].

Mpu Hanu4mn B Ka4ecTBe KOMMOHEHTa cnoxHoro BIIC atpuo-
BEHTPUKYNIAPHOM W/ MNK BEHTPUKYNI0APTEPUaNbHON ANCKOPAAHTHO-
CTV ¢ oTxoxpaeHuem J1A o1 mopdponoruyecku JIK (TpaHcnosuums
MarucTpanbHbIX COCY0B, KOPPUTMPOBAHHAA TPAHCMO3NULUMA Maru-
CTPanbHbIX COCYA0B W Ap.) 4N1A OueHKM pacdeTHoro [JJT1A momkHa
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NPUMEHATLCA CKOPOCTb PEryprutaun Ha BEHO3HOM MOpdonoru-
yecku mutpanbHom knanade [100, 114]. Mopdonoruyeckn JIK un
MUTPanbHbIA KnanaH, Npucnoco6sieHHble K (OYHKLMOHUPOBAHUIO B
YCNOBWAX CUCTEMHOIO AABNEHNSA, NydLIe aaanTUPYIOTCS K BbICOKOM
JII 4em mopdponorudecku MK n TpukycnmaanbHbliA Knanau; guna-
Taums u ANCYHKUMS BEHO3HOro mopdosiornyeckn JIK v BeHO3-
HOr0 MUTPATIBHOrO KfianaHa MOryT He HabnAaTbCa ANUTENbHOE
Bpems [65, 107, 114]. MpumeHeHNe MHAEKCA AKCLEHTPUYHOCTN JIK
1 COOTHOLLEHUS 6a3aTbHbIX UAMETPOB XeNy[A04KOB cepaua B aH-
HOM Cry4ae HeWHOPMATUBHO.

OueHka JTT npu ABOMHOM OTX0XAEHUM MAruCTPanbHbIX apTepuii
C HEPEeCTPUKTUBHLIM nogaoptanbHbiM JMXKI aHanorn4yHa TakoBon
npu uzonuposaHHom JMXKI; cTeHo3 JIA B Ka4yecTBe KOMMOHEHTa
nopoka MOXeT npefoxpaHuTb oT passutus JIT [2, 100]. Ouenka J1T
npu ABOWHOM OTXOXAEHWW MarucTpanbHbIX apTepuii ¢ NOANeroy-
HbiM AMXKIT ocyLLecTBNAETCA KaK Npy TPAHCMNO3MLMU MarucTpab-
HbIX apTepuit. Y nauneHToB C 06LIMM apTepuanbHbIM CTBOSIOM
u OMXKI, 3a uCKNoYeHWeM peakux CnyvyaeB CTeH03a NeroYHoi
(bIx) apTepuu B MecTe OTXOXAeHUs, JIT y BCex 60IbHbIX MMEeTCS C
poxaeHus, a IX0OKI-kapTHa nofo6Ha TaKOBOI NPW HEPECTPUKTHB-
HbIX NOCTTPUKYCNMAanbHbIX aedektax [2, 100].

MocTkanunnapHasa JIT pa3BuBaeTcs npu BPOXAEHHbIX aHOManM-
IX NEBbIX OTAEN0B CepAua (CTEHO3 NeroYHbIX BEH, TpexXnpencepa-
HOE CepAue, BPOXAEHHbIE NMOPOKU MWUTPASIbHOMO M a0PTaibHOro
KflanaHoB, NaTonorus Ayru aoptbl) W OUCKYHKLMW CUCTEMHOrO
xenynoyka [9, 100, 114, 118]. MpuynHOA CUCTONMYECKOR W/ U
JNACTONNYECKOA OUCHYHKLUN CUCTEMHOMO >Kenyo4dka MOXeT
OblTb €ro OTHOCWTENbHAA runonnasus, puépoanacTo3 3HLOKap-
1a, BblpaXeHHas runeptpodus, AnuTenbHOe (YHKLIMOHWPOBaHNE
mopdponoruyeckn MK B HECBOWCTBEHHOW €My CUCTEMHON wuup-
Kynsuuu n BTOPMYHOE HapylleHne yHKUMK npu pasnuyHbix BI1C
MpW BPOXAEHHOW NaToONOrMM KOPOHApHbIX apTepuin un ap. Yactota
ANCCYHKLMM CUCTEMHOTO XXenyao4ka y 6onbHbIx ¢ BI1C Bo3pacTtaet
C BO3PACTOM W UHOTAA MOXET BbITh CBA3AHA C NEPEHECEHHbIMI Kap-
Anoxupyprudeckumu onepauuamu [100].

Cuctonuyeckas ANCAYHKUMA CMCTEMHOO XXenynoika — ofHa
U3 NpUYMH noctkanunnapHoii JIM. ®pakuna BoiGpoca n/unu tpak-
UMA YKOPOYEHUS CUCTEMHOrO XKenyfoyka npu OLeHKe MeTojamu
Tenxonbua 1 CUMNCOHA MMEIOT OrpaHNYeHUs NPU HE3NANNCONIHON
reOMEeTPUM CUCTEMHOMO XKENyao4ka, runoBONeMIUM, TSXKENON Mu-
TPanbHOW peryprutauuu u ap.

BbIfiBNIEHNE AMACTONMYECKOA ANCHYHKUMN CUCTEMHOMO XKeny-
J104Ka MOXKET NPeACTaBNATb ONpefieNieHHble TpyAHOCTU. IXOKI-Kpu-
TEPUM MACTONNYECKOR AucyHKUMKM Mmopdonornyeckn JDK y
B3POCbIX MALWEHTOB C GMBEHTPUKYNAPHOI remMoanHaAMUKOA npu-
BeJeHbl B Tabnuue 5.2.4. [19].

OndbdrepeHuynanbHas IXOKM-guarHocTuka npekanunnsapHoi u
nocTkanunnsapHon JII 6a3upyeTcs Ha aHaTOMUYECKUX U (PYHKLIMO-
HaNbHbIX U3MEHeHNsX. B nonb3y noctkanunnspHoii JII cBuaeTens-
CTBYIOT YBENWYeHWe pa3mepa NeBOro npeacepams, OTKIIOHeHWe
MeXnpeacepaHoON neperopojku Bnpaso, E/A MutpansHoro knana-
Ha < 1; CHUXeHMe CKOpOCTU [BuXeHus Muokapaa JIK Ha ypoBHe
(bu6pPO3HOro KONbLA B PAHHIOK ANACTONY B PEXMME TKaHEBOIA A0-
nneporpacuu (e’) 1 OTHOLUEHWE PAHHEANACTONIMYECKUX CKOPOCTEN
TPAHCMUTPANbHOMO NOTOKA K [BVKEHWNI0 MUOKApAa Ha ypOBHE Nna-
TepanbHOI YacT (hnBPO3HOro KONblia MUTPANbHOMO KnanaHa > 10
[100, 110]. E/e’lat > 13 cBugetenscTByeT 0 TOM, 4T0 JII CBSA3aHa €
ancdpyHkuuen JK [110].

Y nauueHToB C HEKOPPUTMPOBAHHbIM (DYHKLMOHANLHO €AMH-
CTBEHHbIM Xenya04koM cepua 6e3 creHos3a J1A ckopocTb peryp-
rMTauMm Ha atpUOBEHTPUKYNAPHBLIX KranaHax OTPaXaeT CUCTO-
NNYeckoe AaBfieHWe B CUCTEMHOM Xenyaodke w JT1A, npu cTeHose
JIA — Tonbko B cuctemHom xenygodke [100, 114]. MoaneroyHbin
CTEHO3 Y 60/bHbIX C ABYNPUTOYHbLIM NEBbIM XXENYA04YKOM 1 aTpe3unen
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Ta6nuua 5.2.5. Pekomenpauuu no MeToam BU3yanu3auuu U UHBA3MBHOW ANArHOCTHKE
Table 5.2.5. Recommendations for imaging techniques and invasive diagnostics

PekomeHpauum Knacc YpoBeHb
pPeKOMeHAaunMn [0Ka3aTeNbHOCTH
PekomeHayeTcs NnpoBefieHne MarHUTHO-PE30HAHCHOM TOMOrpadum cepliLa 1 MarucTpanbHbIX COCYI0B I C

ONs OLEHKU CTPYKTYPHO-OYHKLIMOHANbHbIX M3MeHeHMI, cooTHoLeHus Qp/Qs Bcem nauueHtam JI ¢

nopgo3peHuem Ha BIC [1, 2, 4,9, 11, 19].

PekomeHayetcs nposefeHne KT-aHruorpachum rpynoHor nonocTv ¢ BHYTPUBEHHBIM 60MHOCHbLIM Ila C
KOHTpacTupoBaHuem nauuertam c BrNGC npu nogospennuna I [1, 2, 4, 9, 11].

IMpn HU3KOM/ NPOMEXXYTOYHOM PUCKE KOPOHAPHOrO aTePOCKIEp03a C ANarHoCcTMYeckon Lenbto MCKT- Ila C
KOpoHaporpagus pekoMeHAyeTcs B Ka4eCTBE alibTePHATUBLI KOPOHAPHON aHruorpacdun [1, 2, 4].

MpoBeneHne KaTeTepuaaLmm NpaBbIX OTAENOB CEpALA peKoMeHayeTcs nalueHTam ¢ BMC ans C
noATBepXaeHns AuarHosa J1T, onpefeneHnsl CTeNeHN TAHKECTN 3a60neBaHus, PeLLeHIs Bonpoca

ornepabensHOCTY, OLEHKN aghekTMBHOCTYM fneveHus [1, 2, 4,11, 19].

KaTeTepusaums npasbIX W NEBbIX 0TAENOB cepaLa pekomeHnayetcs npu BI1C ¢ noctkanunnapHoii JTT n I C
cnoxHblx BMNGC ¢ JII [1, 4, 19].

PekomeHayeTcs npoBefeHne KopoHapHOM aHrnorpadduu 6onbHbiM ¢ JIT npu BIIC B nnaHe | B
npefonepaLyuoHHON NOAroTOBKI NPK HaNUYui CTeHoKapauu unu daktopos pucka VIbC, npu

NOAO03PEHUM HA KOMMPECCUIO CTBOJIA EBON KOPOHAPHOW apTepuu [1, 2, 4, 9, 19].

lpoBeaeHue TecTa Ha Ba30peakTUBHOCTb Afls YCTAHOBMEHUS 0ONepadenbHOCTI B3POCAbIX NALMEHTOB C Il C

NAT npu BIC He pekomenayetcs [4, 19].

TPUKYCNUAANLHOIO KnanaHa ¢ AWCKOPAAHTHBIM BEHTPUKYNO-apTe-
PUaNIbHBIM COOTHOLLEHWEM MOXET OblTb 06YCNIOBJIEH PECTPUKTUB-
HoiM VDK [112].

Mocne onepauun GOHTEHA NpY LUpKynaLmum, o6ecnevnsaemon
eLMHCTBEHHOI XenyLo4KOBON KaMepon B LBYX NOCNELOBATENIbHO
3aMKHYTbIX Kpyrax KpoBOOOpALLEHWUs, NEroYHblil KPOBOTOK OCY-
LLLECTBNIAETCA 3a CYET MPAMOro MOCTYNJIEHUS KPOBU U3 CUCTEM-
HbIX BeH: oueHka [I/1A npu 3xoKI He npefcTaBnaeTcs BO3SMOXHOM
[114, 115, 118]. Mpu Hannymn eHecTpaunmu mexay nyTamu oT-
TOKa Kposw B JIA 1 apTepuanbHbiM NpeacepaneM BO3MOXHO KOC-
BEHHO cyanTb 0 [JTA: npu OTCYTCTBUM NPUYMH NOCTKANUNNAPHON
JII ckopoCTb KPOBOTOKA HA (peHecTpauum > 1,8 M/C yka3biBaeT Ha
noctkanunnapuyto J1I [100].

Mpu BMNC ¢ YHUBEHTPUKYNSAPHON FEMOAWHAMUKON NOCTKanmn-
napHas JII MmoxeT ObiTb 06YC/IOB/IEHA Kak aHaTOMUYECKUMWN KOM-
NOHEHTaMM NopoKa (PeCTPUKTUBHOE MEXNPeLCcepaHoe CO0OLLEHMe
Nnpy aTpesnu Unm CTeHo3e apTepuanbHOro aTpMOBEHTPUKYISAPHOIO
KnanaHa), Tak W HapyLueHnemM yHKUUM eJUHCTBEHHOMO XenyLoyka
CepAua v aTpMoBEHTPUKYNAPHbIX Knananos [114, 115]. TwarensHas
OLIeHKa CUCTONNYECKO/ ANacTONMYeCKON PYHKLNUN eANHCTBEHHOIO
XKENyao4dKka 1 aTpUOBEHTPUKYNAPHBIX KNanaHoB He0O6X0Auma Aans
NCKITI04eHMsa noctkanunnapHoii J1I nocne onepaunn GoxTeHa.

Bosmoxnoctn 3xoKI B anarHocTuke cermeHtapHoi 1T orpa-
HUYeHbl. BO3MOXHO 3anofo3puTb Hanu4me CUCTEMHO-NEroYHbIX
Konnarepanei, npeanpuHUMAIOTCS MOMbITKM KOCBEHHO CYAUTb O
TSXKECTW NEero4YHO-CoCYANCTO 60/1e3HN B KPOBOCHAGXXAEMbIX KOJI-
narepansiMu cermeHTax nerkux nytem n3mMepeHns CKopocTu KpoBo-
TOKa B YCTbe KOJiniatepani: CKOpocTb > 4 M/C MOXET CBMAETESb-
CTBOBaTb O CTEHO3€ KOnnarepanu, Kak 3aluTHOr0 MexaHusma oT
JIT, unwn Beicokor runepsonemuyeckon J1I [100].

MepenoBble YNbTPA3BYKOBbIE METOLbl, BKNHOYas TKAHEBYIO
ponneporpaduto, speckle-tracking n 3D-3xoKT, aBnsioTca Bax-
HbIM AWArHOCTUYECKUM UHCTPYMEHTOM B KIIMHUYECKOW NPaKTUKe.
HecmoTps Ha CNOXHYIO aHaTOMWIO NPaBoro ceppua, 3T MeTo-
Obl NpeanaratT NoTeHunan Ana He3aBMCMMOW reOMETPUYECKOn
KOJINY4ECTBEHHON OLIEHKW Kak rno6anbHOW, Tak W NOKanbHOW
yHkumn MXK [2, 19, 115]. NMpoBeaeHUe YPECNULLEBOSHON U/ MK

KOHTpAcTHOM 3x0oKI B coyeTaHuu ¢ LpyruMu MeTogamMm Busyanu-
sauuu (MPT, MCKT ¢ KOHTpacTMpOBaHWEM) 3HAYUTENBHO YnyY-
LIAeT AWarHocTmyeckue BO3MOXHOCTU. [lpn YpecnuuieBogHOM
JOCTyne BbICOKOYACTOTHBIA AATHNK PACMONOXEH BJIM3KO K Cepl-
Lly, B CBA3M C 4eM BM3YyaNM3npytoTCa Menkue AeTann: BO3MOXHO
BbISIBUTb AHOMalbHbIA ApeHax nerovHbix BeH unu OAM [118].
3D-ypecnuwesogHas IxoKl B OCHOBHOM WCMOMb3YETCA BO Bpe-
M$ XMPYPrUYECKNX N 3HO0BACKYNAPHbIX BMeLLaTenbcTs npu BIIC,
PEKOMEHLYETCA MpU PeLLUeHni BONpoca 0 3aKPbITUM CenTalibHbIX
nedeKToB, n3MepeHnn AedeKTOB W ANS OLEHKN (DYHKLKUM Knana-
HOB cepaua [119].

5.2.4. MaruntHo-pe30HaHCcHaA TOMOrpagina

MaruutHo-pe3oHaHcHaa Tomorpadpus npu JII nokaszaHa ans
OLIEHKU CTPYKTYPHbIX U (PYHKLUWOHANbHLIX W3MEHEHUA Cepaua u
NeroyHbIX cocymoB. MeToa NO3BONSAET TOYHO BbISBAATb U KOMK-
YeCTBEHHO OLEHNBATb BbIPAXXEHHOCTb BHYTPUCEPLEYHOrO LUYHTU-
POBaHWA KPOBM, MEPErpy3kn npasbiX OTAENIOB CepAua; Moay4uTb
TPEXMEPHbIE aHaTOMUYECKINE PEKOHCTPYKLMN, yeTynas MCKT B npo-
CTPAHCTBEHHOM pa3peLleHnn; NpoBOAUTb OObEMHbIE M3MEpPEeHUS,
OLIEHKY COCYHO0B M (hMOBPO3HbIX U3MEeHeHWA Mnokapaa [120-122].
MPT sBnsieTcsi «30M0TbiM» CTaHLAPTOM B OnpefeneHnn 06beMOB
nonocTer cepaua, cokpatumocTyn MK n CTpyKTypbl MUOKapAaa, fo-
nonHset IxoKr, Korga He NpeAcTaBAseTCa BO3MOXHbLIM MOAY4UTb
JeTanbHyt0 MHGOPMALMIO UAK NOMYYeHbl NOTPAHNYHbIE UAK HEOo-
npefefieHHble aaHHble (Tabn. 5.2.5.). OTCyTCTBME U3NYy4eHUs Aena-
eT MPT noneaHbIM WHCTPYMEHTOM NpU HEOOXOAUMOCTI NMOBTOPHbIX
uccnegosanmnii. MPT no3Bonser paccyntarb COOTHOLIEHNE CUCTEM-
HOrO 11 NErOYHOro KpoBoToKa B gononHeHune k KMOC.

C nomouibto MPT MOXHO OLEHUTb MOPPONOrM0 N DYHKLMIO
XKeNy04KOB CepALa — maccy, Hanps>keHue u CKopocTb fedopma-
UMM MUOKapaa, MuUoKapauanbHbld Mopo3, UHAEKCHI CUCTONMYE-
CKOro, ANacToNN4ecKoro 1 yaapHoro 06bLemoB, (hpakLuio BbI6POCa,
KPUBKU3HY MEXOKENYA04KOBO NEperopoakyn, BHYTPUKENYI04KO-
BYIO U MEXOKEeNYA04KOBYIO ANCUHXPOHUIO; JIErOYHBIA U CUCTEMHbIA
KPOBOTOK, 00beM LiyHTa npw BIIG, XapakTepucTukn COCYAUCTON
CTEHKN — 3M1aCTUYHOCTb W PACTXXMMOCTb, conpshxeHue MK n J1A
[120-122].
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Ta6nuuya 5.2.6. Npeumywectsa IxoKl v MPT ceppua y naumenTos ¢ JII npu BNC
Table 5.2.6. Benefits of echocardiography and cardiac MRI in PH patients with congenital heart disease

Mpeumywiectsa IxoKr
OueHke rpaaneHToB u ypoBHsa AJTA

BbIsiBNEHNE HEOONbLLKX, BbICOKOMOBUMbHBIX CTPYKTYP, TaKNX
Kak Beretalmm

Mpenmywectsa MPT cepaua

JloNONHUTENbHBIA METOf B CRy4ae HEOAHO3HAYHbIX WM MOrPaHUYHbIX
NaHHbIX IXOKI, Hanpumep, Npu OLEHKE 06LEMOB W hpakuun Bbibpoca
JDK, 4TO MOXET UMETb peLuatoLLee 3HA4YEHME B TAKTUKE feHeHns B3POCbIX
MauneHTOoB, B OLIEHKe 06bema Neperpy3kin 1 KnanaHHbIX perypruTauuii

KonuyectBeHHas oueHka 06beMOB M (pakuuu Bbibpoca MK [TeTpaga
®anno, eaNHCTBEHHbIN XeNnyao4ek]; 06CTPYKLMN BbIHOCALLEro TpakTa MK;
NEero4yHon peryprutauum.

OLeHKa Nero4HbIX apTepuit (CTEHO3bI, aHEBPU3MBI) U a0PThbI (AHEBPU3MBI,
paccnoeHne, KOapKTaums); CUCTEMHbIX W NEroYHbIX BEH (aHOMarbHbIN
LPeHaX, 06CTPYKLMM U T. 1.).

OueHka maccel muokapga (JIXK u TXK); BbisiBNEHUE M KONMM4ECTBEHHAS
OleHKa ubpo3a mMuokapaa/ pybua (uccremoBaHue C rafosiiMHWeM B
OTCPOYEHHYI0 (ha3y); XapakTepuctuka TkaHu (chmbpos, XUp, XKeneso u
T.0.).

Tabnuua 5.2.7. Noka3anus Kk nposegenuto MPT y nayuenTos ¢ BINC v JII [2]

Table 5.2.7. Indications for MRI in patients with CHD and PH [2]

KonuyecTtBeHHas oLieHka 06beMoB XK, dopakuum BbIGpoca (B T.4. NPU eANHCTBEHHOM XXenynoyke)

OueHka 06CTPyKLMM BbIXOAHOTO TpakTa MK, conpsxxenus MXK-J1A, KoNMYeCTBEHHAA OLIEHKA NIero4HON peryprutauum

OueHka J1A (CTeHO3bI, aHEBPU3MbI) M A0PTbI [aHEBPU3MBI, PACCNIOEHNS, KoapKTauun] (KT MOXeT ObiTb 607166 UHGHOPMATUBHOM)

OLieHKa CMCTEMHbIX 11 IEFOYHbIX BEH (aHOMaNbHOE KOMMYHUKALMKU, 06CTPYKLIMMA, aHATOMUS! KOPOHAPHBIX COCYA0B WU T. [1.)

Konnarepanu 1 apTeprmoBeHo3Hble Manbqopmauun (KT MOXET ObITb 60J16€ UHGOPMATUBHON)

KopoHapHble aHomanuu u VIBGC (KT MoxeT 6biTb 607166 MHE®HOPMATHBHOM)

O6Hapy>eHne 1 KONNYECTBEHHASA OLEHKA ULIEMIUM MMOKapAa ¢ NOMOLLUbio cTpecc-MPT

OueHka BHYTPKW- N 3KCTPaKapAnanbHbIX Macc

Konn4ectBeHHas oLeHka Macchl Muokapga (JIXX u [XK)

IndphepeHumanbHbIn anarHo3 Hekpo3a/dmbposa MUoKapaa (MLEMUYECKIIA U HEULLEMUYECKUIA TeHe3)

KonunyecTBeHHas OLieHKa CUCTEMHOTO 1 IBTO4HOT0 KPOBOTOKA AN pacyeTa Qp: Qs

Konu4ectBeHHas oueHka nepdy3vn npasoro/ NEBOro JIerkoro

I3mepeHne nero4HoOro KPOBOTOKA Y MALMEHTOB C HECKOMbKUMMW UCTOYHUKAMWN KPOBOCHABXEHUS (prI'IHbIe a0pTO-J1ero4HblE KonnaTepanM)

Mpu conocTasnenuun BoamoxHocTen IxoKr n MPT cnegyet oT-
METUTb, 4TO 06a MEeTofa MOryT BO MHOTOM [aTb CXOLHYK WHAOP-
MaLuto, BMECTE C TEM MOXHO OTMETUTb NMPEUMYLLECTBA KAXKA0M0 13
HUX Npu 06c¢neoBaHnm 60nbHbIX ¢ JTT npu BIC (Ta6n. 5.2.6.).

Mpu oueHke Konnateparei n apTepuoBEHO3HbIX Manb(opma-
unin MPT npeBocxoamTt BO3MOXHOCTW KT; HO ycTynaeT nocnegHen B
LMarHocTuke uwemmuyeckon 6onesun ceppua (M6C) n oueHke BHY-
TPW- 1 IKCTPaKapAManbHbIX Macc [2].

Mokasanus K MPT cepaua y 6onbHbIx ST npu BINC npueefieHbl B
Tabnuue 5.2.7. Y B3pocnbix nauueHTos ¢ JIAT 60nbLL0i 06bem MK,
CHWKeHHas (pakuums Bbibpoca MK 1 ymMeHbLLEeHHbIA 06bem JTXK npu
MPT cepaua Aoka3aHo SIBNSKOTCA HE3aBUCUMbIMU MpPeANKTOpamu
NeTanbHOCTU U HeAEKTUBHOCTY Nnevenusd [1, 4, 123, 124]. MPT
CepALa C KOHTPACTHBIM YCUNEHMEM MOXET BbITb 0COOEHHO NONe3Ha
ans oueHkn aHatomun J1A npu cnoxHbix BIG, nocne mx Koppek-
LMK, a TaKXe And BbIABEHNA TpoM603a J1A, 4TO 4acTo BCTPEYaAETCH
npu cuHapome nseHMeHrepa [76]. [ns nonyyeHns KaveCTBEHHbIX
n306paxKeHnin TpebyeTcsa Hanm4ue PerynipHoro CepAeyHoro put-
Ma, 0JJHaKO IMarHoCTU4ECKOe UccnefoBaHne MHChOPMATUBHO W Npu
HEePerynsapHoM cepaeyHoM PUTMeE [4acTas aKTonua unu ueépunns-
uns npeacepaunit] u aptedaktax ot metanna. Bapocnsie ¢ BIC ¢
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006bI4HbIMM KapaMOCTUMYNATOpamMn U fedonbpunngaropamu moryT
06cnenoBatbes ¢ nomolbto MPT B COOTBETCTBUM C YCTAHOBNEHHbI-
MU MHCTPYKLUuamMn [125].

YHuKanoHa Bo3MoXXHocTb MPT B BbISIBlIEHWI 04aroBOro u aud-
(by3HOro gonbposa MMokKapha npum KOHTPACTHOM WCCNe0BaHUM C
ragonuHuem [2, 126, 127]. OndpdysHblit Gmbpo3 MOXET npeaLue-
CTBOBATb (PYHKLIMOHANLHOMY PEMOJENNPOBAHIO XENYA04KOB. Bu-
3yanusauuns kapt T1 Bce Yawle npumensieTcs npu BMNC ans oueHku
NporHo3a, UCCref0BaHns B 310 061aCTW NPOLOIIKAIOTCS.

[Ing CHMXeHWs pucka HedPOreHHOro U CUCTEMHOrO (hmbpo-
3a Mpu BBEOEHWW TafoNuHWA cneayet u3beratb NPUMEHEHMS
KOHTpacTa y NauueHTOB C HWU3KOW KNy6O4KOBOWA ChunbTpaumei
(CK® < 30 mn/mnn/1,73 M?).  PeKOMEHAYeTCH  KOHTPONMpOBaTh
YPOBHM KpeaTuHuHa 10 MPT. XoTd KNMHWUYeCKUX NOCnencTBuMiA He
0TMEYEHO, MMEETCS BEPOATHOCTb OTIIOXEHUS rafosIMHUA B rONOB-
HOM MO3re BCNeACcTBUE KyMynsauun y naumeHTos ¢ BIIC, KoTopbim
MPT BbINONIHAGTCA C PAHHUX NET, HE3ABUCUMO OT (DYHKLMM MOYeK.
MpeanoyTUTENbHO, YTOObLI UCCNEA0BAHME C FafONNHIEM NPOBOAK-
N0Cb B CMeLMann3npoBaHHbIX LIEHTpax ¢ UCMNOJIb30BaHMEM MaKpO-
LIMKNYECKOr0o KOHTPACTa, KOTOPbI TPe6YeT MUHUMANbHO 103bl C
BbICOKUM Ka4yecTBOM M306paxeHnin [128].
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3D-MPT MOXeT 6bITb UHTErpMPOBaHA B NOArOTOBKY 3MEKTPO-
(P13MONOrMyecKoil npouesypsbl 4Na BUPTYanbHOW 0TPABOTKYN WH-
TEPBEHLMOHHOI0 BMeLIATeNbCTBA, 3anfaHNPOBaHHOIO Y KOHKPET-
HOro naumenta. 4D-MPT nossonsieT BU3yanu3nposatb BUXPEBbIe
NOTOKW, PETPOrpagHble MOTOKW, KMHETUHECKYI 3HEPrui0 KpOBO-
TOKa Kamep cepjua u HanpsbkeHuwe casura B cTeHke JIA [129].
[nga BbifaBneHusa natonorun JIK Kak npuyuHbl NOCTKANUMIAPHON
JIT npumeHsatoT MPT-kapTupoBaHue ¢ OLEHKOW paaunanbHORA, Npo-
[OJIbHOM 1 TaHreHUuanbHON CKopocTeil aedpopmaumum muokapaa
[130]. KonnyecTBeHHO onpefennts AedopmMaumio n HanpsXxeHne
MUOKapa no3BonseT MeTof «OTCNeXuBaHus 3HakoB» (feature
tracking). Mokasatenn gedpopmaumn MXK, nonyyeHHole npu MPT
FT, koppenupytoT ¢ TsxecTbto JII 1 cnyxaT npeaukTopamu KinmHu-
YeCKOro yXyaweHus. He3aBucumbIM NpeaMKTOpPOM NPOrHo3a npu
JIT cnyXuT umpkynsaipHblii MHAEKC strain rate conpsxkenus MXK n
NA 120, 132, 133].

Takum o6pasom, MPT cepaua n MarnctpanbHbIX COCYL0B — 3T0
TOYHbLIA W BOCNPOU3BOAMMbIA METOA B OLEHKE pasmepa, Mopgo-
noruu u yHKumm MK, no3sonseT U3MepuTb KPOBOTOK HEUHBA3MB-
HbIM CNOCO60M, BKNOYasa yaapHbi 06bem, GB, pactsxumocTb J1A
n maccy XK. Y nauneHToB ¢ nogo3peHuem Ha BIMC MPT cepaua
MOXXET ObITb MOJIE3HbIM METOLOM NPU HEOAHO3HAYHBIX Pe3ysbTaTax
IxoKT-uccnenosanus n MCKT.

[MaBHbIMW NpeMMyLLecTBaMNU MeTofa ABNAIOTCA: TPEXMEpPHbIN
cnoco6 nonyyeHuss n3obpaxeHuin 6e3 apTeakToB OT KOCTEN U
NEroYHbIX NoNei, 0TCYTCTBUE NY4EBON HArpy3KW, HEMHBA3MBHOCTD,
€CTECTBEHHbIN KOHTpPACT OT ABWXYyLLelica kposu [1, 2, 9, 120]. MPT
C KOHTPACTMPOBaHMEM NO3BOMSET NOMYYUTb YHUKANbHY MHAOP-
MaLul0 0 CTPYKTYpe MWOKapAa, C BbICOKOW TOYHOCTbIO BbISBUTb
Y4aCTKM Hekpo3a v mbposa muokapaa [122-124].

K Hepoctatkam MPT OTHOCUTCS! BbICOKasi CTOMMOCTb, 4aCcTOe
nosBneHne apTedpakToB, MeHee BbICOKOE MPOCTPAHCTBEHHOE pas-
peweHue, yem y KT, a Takxe AnuTenbHoCcTb uccnegosanus. MPT
MOXET ObITb MPUMEHEHA Ans OLEHKN doyHKumn X npu npoTuso-
peumBbIX faHHbIX IXOKI W HeaoCTaTOuHONA Bu3yanmsauun MK [2,
16, 17, 120].

5.2.5. KomnbroTepHas ToMOrpachus ¢ BHy TPHBEHHbIM
60/110CHbIM KOHTPACTHPOBAHHEM

MMpw BbinonHeHun KT cepaua u MaructpasnbHbIX COCY40B OCHOB-
HbIMU AMArHOCTMYECKMMI 3afa4amMm ABNAIOTCA OLEHKA COCTOSAHUS
Kamep cepaua, yCTaHOBNEHNE BHYTPUCEPAEYHbIX LWYHTOB U Aedhek-
TOB, UCKITIO4EHNE aHAMONBHOrO pPeHaXa J1ero4YHbIX BeH, OTKPbLITO-
ro apTepuanbHOro NPoToKa W ApYrux aHoManui ceppua 1 cocynoB
[1, 2, 91, 134, 135]. KT umeer 6051ee BbICOKOE NPOCTPAHCTBEHHOE
paspeLueHne no cpaBHeHuto ¢ MPT, HO 605ee HU3KOE BPEMEHHOE
pa3peLLeHue, 4TO OrpaHNyMBaET NPUMEHeHWe MeTofa B AMarHocTu-
ke BIC [136]. KT cepaua ¢ KOHTpacTMpoBaHWeM ABASETCA Jonon-
HUTENbHbIM METOA0M AnarHocTukmn npw BIC, koraa gaHHble 3xoKI
HEMHCOPMATUBHbLI UMK TPEOYIOT YTOYHEHNS, @ TaKXKe Y NauneHToB
C NMpOoTMUBONOKa3aHuaMM K nposefeHunio MPT (taébn. 5.2.5.) [121,
122]. B npotokon KT-aHruorpacpuu npu BI1C BxoguT MopdomeTpus
Kamep cepAua, HopMabHbIX 1 aHOMabHbIX COCYA0B, AedeKTOB ne-
peropodok u ap. Mpu anametpe NOCTTPUKYCNUAANBLHOM fedeKTe
He mMeHee 1/3 N0 OTHOLIEHWIO K AuameTpy aopThbl (K aopTansHOMY
knanany npu AMXKI 1 cooTBETCTBYOLMM OTAe/1aM a0pTbl NpU 1e-
(bekTe aopTo-neroyHoit neperopoaku u OAM) nocneaHuin cyuTaeTcs
pecTpukTnBHbIM [70, 118]. Mocne onepauuii «06x04a» NpasbIX OT-
[eN10B cepAua obs3atesibHa MOpg)OMETpUs NyTeid 0TTOKA U3 NOMbIX
BeH B JIA (auameTp, NPOCTPAHCTBEHHAs DOpMa 1 B3aUMHOE pacrno-
NOXEeHUe CUCTEMHbIX BeH, KoHayuTos u J1A) [125, 135-137]. [ns
onpefenenuns copoca yepes fedekt, 0COBEHHO NPU CROXHBIX NO-
POKax WNIv paBHOM [aBfieHMN B Kamepax cepaua, KT-aHrnorpadus
MMeeT orpaHuyenus [2].

KT-mapkeps! JII BkntoYaoT gunartaunio J1A (auamertp cTBona
JIA > 29 MM) 1 OTHOLLEHWE CErMEHTApHON apTepum K 6POHXY, KOTO-
poe B 1,25 pa3a 6onbLue Kanubpa cocegHero 6poHxa (Tabsn. 5.2.7.)
[2, 4, 9]. KT-auruorpadpus no3sonser BbiaBuUTbL JII N0 ckopocTty
pacnpocTpaHeHns 60M10Cca KOHTPACTHOMO BELLECTBA U PasHULe Bpe-
MEHWU Mexay nukamu KoHtpactuposaHus J1A. pn AMHaAMUYecKoi
KTy naumenTos ¢ JII ckopocTb pacnpoctpaHeHus 6osntoca B J1A cHu-
xaetcs [136]. Bbicokoe NpoCcTpaHCTBEHHOE pa3peLleHme no3sonser
JeTann3npoBartb NaTonornyeckne W3MeHeHWs MapeHXUMbl JIErkux
NpU XPOHUYECKNUX BPOHXONEr0YHbIX 3a60518BAHUAX, OCIIOXKHUBLLINX-
ca passutnem JII. OueHKa COCTOSHUS NIErOYHbIX COCYAOB NpU Npo-
BefeHuu KT-nynbMoHOrpacpuu UrpaeT BaXXHyt0 posib B AMArHOCTMKM
XTanr (1,2, 7).

KT opraHoB rpyaHOW KNeTKn C BHYTPUBEHHbIM KOHTPACTHbIM
YCUNEHNEM ABNSETCA OCHOBHbIM METOLOM OLEHKW KOPOHApHOIA
aHaTOMUW, KOPOHAPHOIO aTepoCcKepo3a U KOMNPeccumn cTeona ne-
BOI1 KOPOHAPHOW apTepum aHeBPU3MATUYECKN n3MeHeHHOM J1A.

KT nokasaHa B 3KCTPEHHbIX CUTYaLMAX 1S UCKITIOYEHNS JUCCEK-
uum, Tpom6o3m6onun J1A 1 napaknanasHoro abeLecca npu 3HZoKap-
QnTe, Koraa 04eBuaHbI NnpenmyLiecTsa metoaa nepes AxoKr n MPT. Y
NauWeHTOoB C NPOTe3amMu KnanaHos (in situ > 3 mecsLes) dprop-18-no-
3UTPOHHO-3MMCCMOHHAA TOMOrpadua ¢ pTopae3okeurnoko3on/ KT
BXHA [191 PaHHeil UarHoCTMKN BOCNANIEHUs B MeCTe MMNMaHTaumum
KnanaHa u BbISIBNIeHIS1 MHAEKLMOHHOr0 npoLecca BHe Hero [138].

Mpeumywiecteamn KT SBNSETCA BbICOKOE NPOCTPAHCTBEHHOE
paspeLLeHune 1 6bICTPOE NONyYeHNe AaHHbIX, YTO HaUBONee akTyaslb-
HO Ans BU3yanu3aumm MarucTpanbHblX COCYA0B, KOPOHAPHbIX apTe-
PURA 1 Konnatepanen, OLEHKN NapeHxXuMbl JIErkux. Pasmep u gyHK-
LIUA XKeNyA04KOB MOrYT OLEHUBATLCA C 60/16e HU3KUM BPEMEHHBIM
paspeLieHnemM B cpaBHeHun ¢ MPT, 0aHaKo B CBA3W MOBbILLIEHHOA
[03011 0611y4eHns METOZ Mano UCNonb3yeTcs Mo 3TOMY NOKa3aHuIo.
MopepHusauus npn6opoB N0O3BONANA CYLLECTBEHHO YMEHbLUUTH
[03Y paanaLMoHHOro 065y4eHns < 5 M3B 1 KOMBUMHUPOBAHHO
KT-aHrnorpadoui KOPOHapHbIX, NErOYHbIX apTepuid, aopTbl. Jlumu-
Tupylowmm chaktopom ans KT octaetcs ny4esas Harpyska [2, 122].

OTHOCUTENBHO HOBbIMU KT TEXHONOrMSAMU ABASIOTCA TPEXMep-
Has BM3yanu3auus ¢ NoCTPOEHWEM rMCTOrpamMm 1 OLEHKaA NIero4HoM
nepcpysuu [139, 140].

5.2.6. UnBa3uBHasa gnarHocTnka

Katetepu3auns npasbix OTAENOB cephua Heobxomuma Ans
noaTBepXAeHns amarHosa JII, onpeaeneHusi CTeNeHU TSHKECTU
3a605eBaHNAN 1 BbIGOPA TaKTUKN XUPYPrU4ECKOro U MeLuKaMeH-
TO3HOro neveHns (taésn. 5.2.5.) [141-143]. KMNOGC ocTaetcs «300-
TbIM>» CTaHAAPTOM AMArHOCTMKM JIAT No cneayouM KpuUTepusm:
cpJ1A > 25 mm pT. cT., A3JTA< 15 mm pT. cT., JICC > 3 E[] Byna. Mpwu
CNOXHOCTM oLeHKM [3JTA BO3MOXHO NPOBefeHNe KaTeTepusaLmm
NeBbIX OTAEN0B Cepaua AN OLEHKW KOHEYHOro AMacTonnyeckoro
nasnennsa (KOO) JDK 1 MCKo4eHUs NOCTKANUNAPHOro KOMMo-
HeHTa [4, 19, 20, 67, 144]. KateTepu3auns npasbIX 1 NeBbIX OTHe-
noB cepfla MOXeT notpebosatbes npu BINC ¢ nocTkanunnsapHomn
JIT, npu cnoxubix BMC u JIT. AHruorpacus no3sonsieT nosy4uTb
nHdopmauuio 06 aHatomum BIC, anarHOCTMPOBaTh KOPOHAPHYHO
naTosnorMi, B TOM Y1CANe KOMMPECCUIO CTBOMA JIEBOW KOPOHAPHOI
apTepun QMNaTMpOBaHHbLIM NIErO4YHbIM CTBOSIOM C MOMOLLBIO Cenek-
TWBHOW KOPOHAPHOW aHrmnorpaguu.

KateTepusaumsa cepfla — TeXHWYECKN CNOXHAs npoueaypa,
KOTOpas [0JSKHA NPOBOAWTLCA OMbITHBIM NEPCOHANOM B OCHa-
LLIeHHO nabopartopum Ha 6ase IKCNepTHbLIX LeHTPOB [2, 144, 143].
KomaHaHbIil NpuHuMn noapasymesaeT yyacTe NoMMMO crneumna-
NINCTA, BbINOMHAIOLLEr0 KaTeTepu3auuto, aHecTe3nonora, kapamo-
nora u CpegHero meguuuHckoro nepcoHana [1, 9]. Mpegsaputens-
HO CnejyeT NpoaHanu3upoBaTh fAaHHble aHamHe3a, pe3ysnbrarbl
HEWHBA3UBHbLIX MCCNefoBaHWA 1 paHee BbinosHaslmxcs KrOC.
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JIAT-cneundnyeckyto Tepanuio 40 U NOCe Katetepu3auun cneayet
npogomxuts [4, 19, 67, 141]. Heobxoguma TuiaTenbHas Kanuoépos-
Ka [aTYMKOB WHBA3UBHOrO [ABNEHUS MO CPeHErpyauHHON NIMHUM
(NONOBMHA PACCTOAHUA MeXAy nepefHeidl NOBEPXHOCTbIO TPYAHON
KNeTKN 1 0nepaLmoHHbIM cTonoM — ypoBeHs JTT [1, 141-144]. UHT-
PO/bIOCEPbI, AUArHOCTMYECKIE NPOBOJHNKM U KaTeTepbl NoA6uparoT
B COOTBETCTBUM C aHTPOMOMETPUYECKUMM NOKA3ATENAMN NaLMeHTa 1
AnarHocTuyeckumu 3agadamu. lMpeanoytutenbHo BoinonHATb KMOC
B YCIOBUSIX YMEPEHHOIA CeflaLm U CNOHTAHHOTO JbIXaHWs Npu 0653a-
TeNlbHOM MOHWUTOPUHre JKI, apTepuansHOro AaBneHus 1 caTypauuu
KpoBw kucnopofom (Sat0,) [9]. Karetepusauuio Lienecoo6pasHo oT-
NOXMNTb Y 60IbHBIX B KPUTUHECKOM COCTOSHNM.

B ka4ecTBe BEHO3HOr0 4OCTYNA UCMOMb3YHOTCS APEMHbIIA, NOAKIIIO-
YWYHbIA, KyOGUTaNbHbIA, PEMOPANbHbINA, 4TO 3aBUCUT OT OMbITA LIEHTPA.
Tun BEHO3HOrO LOCTYNa HEMoCPeSCTBEHHO BAUSET HA PUCK Pas3BUTMS
nepudepryeckoro 0CnoXHeH!s MpenMmyLLecTBaMmM SpEMHOr0 JOCTyna
ABNAOTCA YA06CTBO NPOBEAEHMs kaTeTepa Swan-Ganz 1 AnuTenbHOro
MOHUTOPWHIA [aBAEHNs, BOSMOXXHOCTb KaTeTepusauun npu gusnye-
CKOW Harpy3Ke, MeHbLLIWIA PUCK MHEBMOTOPAKCA N0 CPABHEHUIO C OCTY-
NoM Yepe3 NOAKIOYNYHYI0 BEHY 1 OTCYTCTBME NOTPEOHOCTU B NOCTESb-
HOM pexkume nocne npouefyps! [1, 141, 145]. MpoTueonokasaHusmMm
K TOMY WM UIHOMY JOCTYNY CAy)XaT BEHO3HbIA TPOMOO03 1 aHaToOMUYe-
CKne 0co6eHHOCTW. Cpeay UMEIOLLMXCS BAPUAHTOB BEHO3HOMO 4OCTYNA
Hanbosee 6e30nacHLIM NPeLCTaBAeTCA KyouTanbHbIn [1].

Mpotokon KIMOC npu BIC ¢ GMBEHTPUKYNAPHOA reMOUHAMMU-
KOl BKMHOYAET U3MEPEHNe AaBneHns u 3a6op Npob KpoBu Ans OkK-
CUMETPUN M3 BEPXHEil N HKHEeR nonbix BeHax (BMB u HMB), MM,
npasom (BeHO3HOM) xenypouke u JIA [1, 4, 9, 68, 141]. KNOC B
YCNOBUAX PEHreHoNepaunoHHoi nog (noopoCKONUYECKUM KOH-
Tponem No3BonsAeT A06UThCA Hambonee ToO4YHbIX pedynbratos. KMNOC
hnotupyrowmMM 6annoHHbLIM KateTepom Swan-Ganz JocTynom u3
SAPEMHON WU NOAKMYMYHOA BeH mpu npocTbix BI1C BO3MOXHa
n 6e3 dnoopockonuun [19]. Mpu Hanuauu OMITT unu oTKpbITOro
0BanbHOro okHa (umeetcs y 20-30% B3POCIbIX) BEHO3HLIM AOCTY-
NnoM MOXHO KaTeTepuanpoBsats J1M n JIK. Katetepuanposatb nesble
OTZEbl BEHO3HbIM A0CTYNOM Nno3BonsioT Takxe MM n coobiue-
HUSA Ha ypoBHe aopTbl W J1A. Tpn OTCYTCTBUM COOOBLLEHUA MEXAaY
BEHO3HbIMM W apTepuanbHbIMK KaMmepamu, a TakxKe Npu «Heymoo-
HbIX» ANs aHrnorpagoucTa CooB6LLEHNAX — HEBONbLUIMX MbILUEYHbIX,
BbIBOAHbIX 1 cy6apTepunbHbix VXK, He6onbLwmx n n3sutbix OAT,
06s3atenbHo u3mepsoT O3JTA nnu e KaTeTepusnpytoT nesble Ka-
MepbI cepaua apTepuanbHbIM JocTynom [9].

OueHka JICC npw LYHTUPYIOLLMX NOPAXEHUAX TPeOYeT TOYHOMo
pacyeTta Nero4yHOro KpoBoToKa no metody ®uka. [laHHbI MeToq ¢
usmepeHuem notpeénexns O, No3BonseT Hanbonee TOYHOE Konuye-
CTBEHHOE onpefeneHne CB, Tak Kak MeTOA TePMOSUIOLMN Y NaLNeH-
TOB C BHYTPUCEPLEYHbIMMN LUYHTaMU MOXET AaBaTb HELOCTOBEPHbIE
pesynbTathl B CBA3W C PaHHEN PeLnpKynaumen BBE4EHHOro pacTeopa.
PacyeTbl MeTo10M DUKa TPEOYHOT NPSMOro M3MepeHnst NOTpe6eHNs
0,, KoTOpOe ABNAETCA MANOJOCTYMHLIM B LUNPOKOIA NpakTuke. Mpu
NPUMEHEHUN Henpamoro metofa ®Ouka Mcnonb3yeTcs npeanonara-
emoe 3HadeHue notpebnexue O,, 4TO [enaet aToT MeToA 6onee fi0-
CTYMHbIM, OZHAKO JOCTOBEPHOCTL B 3TOM Clydae cHuxaetes [1, 19].

Y MHOIMX B3POC/IbIX NALMEHTOB HalIM41e 60/1bLLOT0 NOCTPUKYCN-
[aNbHOr0 iedheKTa ¢ ByHanpPasieHHbIM COPOCOM KPOBM 1 LIMAHO30M
CBMAETENLCTBYET O CMHAPOME JN3eHMeEHrepa, Koraa 0T NpoBefeHuns
KMOC Bo3moXxHO Bo3aepxatbes [53]. OnpefeneHue COOTHOLLEHUS
NEro4yHoOro K cucTeMHomy kposoToky (Qp/Qs), a Takxe JICC BaxHO
npu JTAT-BIC pns onpefeneHns onepabenbHOCTU NOPOKa.

Mpn Hanuyum OMIM unm OTKpbLITOro 0BanbHOr0 OKHAa, KOTO-
pbili umeetcs y 20-30% B3pOCNbIX, BEHO3HbIM AOCTYNOM MOXHO
kateTepuanposatb JIM n JIXK [141]. KaTeTepuanposaTb neBble 0T-
[enbl BEHO3HbIM JOCTYNoM Bo3MOXHO npu ONMXKIT n coobLieHnax
Ha ypoBHe aopTbl 1 JIA. Mpu 6onbwom 1 kopotkom OAI u3 €TBO-
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na J1A npasbiM KOPOHApHbLIM KaTeTepoM U NPOBOJHUKOM yaaeTcs
KaTeTepu3npoBaTb HWUCXOAALWMA oTaen aopTbl. [Mpu oTCYTCTBUK
COOOBLLEHNIA MeXay BEHO3HbIMI 1 apTepuanbHbIMK Kamepamu, npu
«HEYA0OHbIX» ANA aHrmorpaucta coobLleHMaX — HeboNbLUnX
MbILLIEYHbIX, BbIBOAHbIX W cybapTepuanbHbix JNMXI, He60bLUUX 1
n3BuTbix OAI, 06s3aTenbHO n3mepsoT A3J1A unn KateTepusupyot
neBble KaMepbl CepALa apTepuanbHbiM focTynom [24, 26, 144]. Ap-
TepuanbHbIiA JOCTyN TpebyeT 0643aTeNIbHON renapuHu3aLni.

TexHuKa KaTeTepu3auums npasblX W EBbIX OTAEN0B cepaua npu
CNoXHbIX BIC B Lenom cxoxa ¢ BbllleonucaHHoi [2, 19, 141]. Jo-
CTyN ONpeaensieTcs aHaToMMel OCHOBHOMO U COMYTCTBYIOLMX (OT-
CYTCTBME NEYEHOYHOr0 CerMeHTa HIDKHEN Nonoi BeHbl 1 fgp.) BIC.
Hanu4ne 60nblumnx KOHOBEHTPUKYNapHbIX JMXI no3sonser npo-
BECTM KaTeTep U3 BEHO3HOI0 B apTepuanbHbIi XXeNyao4ek 1 aopTy.

lpu HEBO3MOXHOCTM KaTeTepusauun NeBbiX OTAENOB cephua
Yepes BHYTPUCEPAEUHbIE COOOLLEHNA €€ BbINOMHAIOT YEPes 00LLYH0
GefipeHHYI0 UnKM NyyeByto apTepun. lMpu apTepuanbHOM JocTyne
TpebyeTcs 0643aTeNbHCA renapuHu3anns.

KareTtepusaumto y nauneHToB C YHUBEHTPUKYAAPHON remopu-
HAMWKOW BbINOJHAIOT BEHO3HbIM W apTepuanbHbIM goctynamu. B
3KCTpakapAnanbHbli KoHAYWT 1 JTA npoxoaaT HeNOCPeACTBEHHO U3
BMB wnn HNB [146, 147].

KateTepumsaums cepaua npu BIC 0673aTeNbHO BKIKOYAET M3Mepe-
HUe rPAANEHTOB AABMEHUI MeXIy Kamepamu cepaua, B TOM YUCNe Ha
JedekTax, U MmaructpanbHeiMu cocypamu [19, 24, 141-144]. Bee uns-
MEpEHMS BbINOSTHAOT B KOHLIE HOPMasbHOrO BbIf0Xa. ANbTEPHATUBHO
MOXHO WCMOMb30BaTh YCPEAHEHHbIE HECKOMbKUMM [AbIXaTebHbIMU
umMKnamu nokasarenu [24, 166]. B 3asucumocTu 0T npegnonaragmo-
ro ypoBHs c6poca 06paslibl KpOBW As OKCUMETPUM cneayet 6patb
13 BEPXHel 1 HKHen nonbix BeH, MM, MK v J1A [24, 141]. Mocne-
floBaTenbHas OKcUMeETpUs Heobxoduma npu Sat0, B J1A 6onee 75%
1 NPU APYruX JaHHbIX 3@ apTEPUOBEHO3HbIN cOpoc. Mpu B3ATUM NPO6
HEo6X0AMMO MCKNIO4UTL MHranaumio kucnopopa (0,) npu pacyete
CB no ®uky. Mpu Hanu4uu COOBLLEHNA MeXY NPaBbIMU U NEeBbIMU
Kamepamu 3a6op npo6 u3 JIM, /1K 1 aopTbl BbINOIHAOT BEHO3HbIM
JOCTYNOM, NP OTCYTCTBUM — apTepUaibHbIA JOCTYN.

CenekTnBHAsA aHrnorpacus no3sosifeT BbIABUTb aHATOMUYECKUe
ocobeHHocTn BIC. CermeHTapHas JII' pa3BuBaeTcsi npu OTXOXAe-
HUM BeTBeit JIA OT BOCXOAsLLIEN aopTbl U KPOBOCHAGXEHMM y4acT-
KOB NErKOro CUCTEMHO-NEr0YHbIMK KOonnaTtepanbHbIMUA apTepusiMi.
BpoxneHHble nepudpepuyeckne cteHo3bl JIA MOryT cOnpoBOXaaThCs
3Ha4YMTENbHbIM MOBbILLIEHNEM [aBNEHUA B NMPOKCUMANbHbIX OTAEnax
JIA. Tpu KaTeTepu3auun W aHruokKapavorpacum nocne onepaui
«06x0a» npasbix 0TAENoB cepaua nomumo JICC cneayet OLEHUTb
(hakTopbl, cnOCOBCTBYIOLME NOBbILWEHNO [JTA — Hanuyme aHTe-
rPaHOr0 NEro4YHOr0 KPOBOTOKA, a0PTO-NEr0YHbIX KonnateparnbHbIX
apTepuin N HeLOCTAaTO4YHOCTW aTPUOBEHTPUKYMAPHLIX KranaHos [148,
149]. AHrrorpadous 13 BepXHemn 1 HWKHEN NONbIX BEH NO3BOAET OLie-
HUTb aHAaTOMMYECKNe OCOBEHHOCTM BbINOJHEHHbIX aHacTomMo30B. JI
nocne AByHanpaBfieHHOro KaBOMysbMOHANbHOMO aHacTOMO3a MOXET
NPoABNATLCA (HOPMUPOBAHINEM BEHO-BEHO3HbIX KONnaTepanei mexay
cucTeMaMi BEpXHEN 1 HYXKHE! NonbIX BeH, nocne onepauun OoHTe-
Ha — KonnatepanamMu Mexay CUCTEMaMU NOSbIX U NIEFOYHBIX BEH.

TpyoHOCTb JOCTMXKEHWUSA NPU TECTE HA Ba30PEAKTUBHOCTD Y Na-
uneHtoB ¢ JIAT npwn BINC u3BecTHbIX Kputepues Sitbon (CHuxe-
Hue cpegHero OJTA > 10 mMm pT. CT. NpyU AOCTVXKEHMW CPEAHEr0
IJTA <40 MM pT. CT. U HEU3MEHHOM unu nosbiwatowwemes CB [150]),
Barst (cHuxenue cpJ1A > 20% Ha (hOHe HeU3MEHHOr0 UK NoBbI-
watowlerocst CB 1 CHYXaIOLLErocs Ui HeM3MEHHOr0 COOTHOLLIEHMS
JNICG/NCC [151]) u Rich (cHumxenune cpJ1A n JICC > 20% [152])
06BACHAOTCA YBENNYEHNEM APTEPMO-BEHO3HOM0 COPOCa KPOBY TOT-
yac Bcnef 3a cHxeHuem JI1CG [19, 68, 153].

HecmoTps HaNOoMbITKUUCNOMb30BaHNA TECTAHABA30PEAKTUBHOCTL
Ong YyTO4HeHusa onepabenbHocTM nauueHToB [19], o6LuenpuHATbIX



GUIDELINES FOR THE MANAGEMENT
2021 EAC GUIDELINES

Ta6nuuya 5.2.8. PekomeHnpaumu no oueHke yHKUMOHaNbHOro cTaTyca y 6onbHbIX ¢ JII npu BNC
Table 5.2.8. Recommendations for assessing the functional status in patients with PH with congenital heart disease

PekomeHgauuu Knacc YpoBeHb
peKOMeHAaunMn [0Ka3aTeNbHOCTH
PekomeHayeTcs oLeHKa (PYHKLMOHANBLHOIO Kacca B COOTBETCTBUN C (DYHKLIMOHANTbHON | C

knaccudpukauuen BO3 'y 6onbHbIX J1I 1 BIC npu nepBMYHOIA AMArHOCTUKE U B X0e AUHAMUYECKOIO

Habniogenus [1, 2, 4, 11,17, 19].

PekomeHayeTcs npoBefieHne TecTa 6-MUHYTHON X0/b0bl 4711 OLEHKU NEPEHOCUMOCTMN PN3NYECKIX I A

Harpy3ok y 60nbHbIx ¢ BI1C, ocnoxHerHoi JII [1, 2, 4, 11,17, 19].

PekomeHyeTcs NpoBefieHne KapauonynbMOHaNbHOr0 Harpy304HOro TecTa B3POCbIM NaLneHTam ¢ lla C
BIC ans oLeHKK yHKLMOHANBHOrO CTaTyca npy NepBUMYHON AMArHOCTUKE U B X018 ANHAMUYECKOTO

Habniogenus [1, 2, 4, 11,17, 19].

Ta6nuuya 5.2.9. apameTpbl KapaUONYILMOHANBLHOrO HAarpy304HOr0 TECTa, XapakTepHble Ans nauuenTos ¢ JII [159]
Table 5.2.9. Parameters of the cardiopulmonary exercise test, characteristic of patients with PH [159]

CHWXeHHbIe napameTpbl
« Mukosoe notpebnenue kucnopoaa (peak VO,)
» 06bEM BbINOMHEHHOI Harpysku (WR)
+ Kucnopoanbiit nynbc (VO,/HR)
» A3pobHas 3pEKTUBHOCTL BbINOAHEHHON Harpy3ku (VO2/WR)
+ KoHewHo-akcnuparopHoe napuuansHoe aasnexue GO, (P
« KoHeuHo-akcnupatopHoe napunansHoe aasneque GO, (P

ETCOZ)
ETCO2

B MOKOE
) BO Bpems aHaapo6Horo nopora (P

MoBbILEHHbIE NapamMeTpbl
« OTHOLLEHWE 06beMa MepTBOro
NMPOCTPAHCTBA K AbIXaTeNIbHOMY 06bemMy
(VD/VT) >30%
« ANbBEOSSAPHO-KAMUANAPHbIA TPATNEHT
napLuanbHOro AasneHus no KUCnopoay

nac2) = 49 MM pT. CT.

« Sat0, Ha NPOTAXXEHUM CCTIEN0BaHNA - CHIDKeHNe Sat0,> 3% 6e3 NoBbILLEHNS NapLUanbHOro

aptepuanbHoro aasnexus GO, (P, )

KpUTEpWeB npu onpeLeneHnn nokasannin Kk koppexuuu BNC B HacTo-
awlee spems HeT [19, 153]. Mpn KNUHWMYECKOM WU NATOreHeTUYecKom
cxoxectu JIAT nocne pagukansHon koppekuuu BINGC un JTAT npu «ma-
nbix/conyTcTBYIOLWMX Aedrektax» ¢ W, naumeHTbl ¢ yKasaHHbIMU
nsyms chopmamu JIAT npu BIC kpaiiHe pefiko 0TBEHAIOT HA Tepanuio
6nokaropamu Kanbumesbix kaHanos (bKK) [1, 4, 9]. Mpu cunapome
Jin3eHMeHrepa nocnefHune npoTusonokasaxsl [1, 4, 9]. Takum o6pa-
30M, NPUMEHEeHKe TecTa Ha Ba3opeakTusHocTL npu JIAT, accouunpo-
BaHHOI ¢ BIC, y B3poC/bIX NaUNEHTOB HELIENeco0bpasHo.

Y nauneHTos ¢ JII NHBa3MBHbIE N PEHTTEHOKOHTPACTHbIE METOADI
ncenenoBaHus CONPSKEHbI C PUCKOM OCNOXHeHni [141, 154, 155].
Mpu KMOC BO3MOXHbI NPeX0AALLMe NPeLCcepaHbIe U Xenyno4KoBble
apuTMMK, BO3MOXKHbI ANnepruyeckue W BasoBaranbHble Peakuuu.
Puck nepudpepnyeckux COCYAUCTLIX OCNOXHEHWA OKONMO 5%, u3
KOTOPbIX KNMUHWYECKN 3Ha4uMbIx — 0,4%; HEBPONOrM4ecKux 0c-
noxxHeHun — 0,03-0,2%, 3HayumbIx aputmMuin — 0,56-1,3% [159].
TaXernbiM 0CNOXHEHMEM MOXET CTaTb CMPOBOLMPOBAHHBIA MOHHbI-
MU KOHTPACTHbIMU CpefcTBaMu runeptoHudeckuin kpua no MKK. B
KpaiiHe pefKux Crydasax KaTeTepusauns oCnoXxXHAETCS nepgopalmeil
JIA, MH(APKTOM JIErKOro, PETPONepUTOHeansHON reMaTtoMon U UH-
(buumpoBaHuem. HacToTa fieTanbHbIX UCXOLO0B NPU AUArHOCTUYECKON
KaTeTepuaaumm cepaua no pasHbiM aaHHbIM coctasnset 0,08-0,75%.
dakTopamn pucka cnyxar mcxogHasa tsxects JIT (OK IV, Taxenas
CepAeyHasn HeJoCTaTO4HOCTb, TMMNOTEH3USA, LOK W HApyLIeHWUs cep-
[E4HOro puTMa), NoYevHas HeJocTaTo4HOCTb, BO3PACT U Ap. Yucno
OCNOXHEHUA MOXET ObITb CHUXXEHO MPU UCMOJb30BaHWUN HU3KONPO-
(PUNbHBIX WHTPOLLIOCEPOB M KATETEPOB, HEUOHHbLIX KOHTPACTHbIX
CPeACTB, YMEHbLUEHUN J03bl AHTUKOATYNSHTOB U NPU 3HAYUTENIbHOM
onbITe oneparopa [141].

Mepen Koppekuuen BINC HEOOXOAMMO BbINOMHMTL BU3yanu3a-
LMI0 KOPOHAPHBIX apTepuid ¢ nomoLbto KT nin WHBa3uBHOM KOPO-
HapHOI aHr1orpacum y MyxxyuH crapiue 40 neT, XeHLWMH B NOCTMe-
Honay3e 1 naumeHToB ¢ dhakTopamm pucka MbC [2, 19].

5.2.7. OyeHKa (hyHKYMOHANbHOrO cTaTyCca

O6bekTUBHAA OLEHKA (OYHKLMOHANBHOM CMOCOBHOCTYM 60MbHbIX
¢ BMC un JII HeobxoauMa 19 ONPeSeNieHns TAXKECTH 3a60neBaHNs

1 OUHAMUKMN KIIMHUYECKOro COCTOSIHNA Ha (DOHe MPOBOANMON Tepa-
num [1, 2, 19]. Y Bcex 60bHbIX oueHnBaetca ®K (BO3) (1abn. 2.5.).

Tect 6-MuHyTHON X0ALOBI (TGMX) ABNAETCA Hambonee NPOCTLIM,
JOCTYMHbIM W BOCMPOU3BOAUMBIM METOLOM OLEHKN (OYHKLMOHANb-
HbIX BO3MOXHOCTEN NauMeHToB (Tabn. 5.2.9.) [2, 156]. AucTaHuns B
T6MX o6patHo KoppenupyeT ¢ OK (BO3). TeCT [ONOMHAETCA OLEHKOI
VHAEKCa OAbILIKM N0 bopry 1 nynbCOKCUMETPUER (NPunoxeHue 2 u 3)
[157, 158]. MynbCOKCUMETPUSA B COCTOSHMM MOKOSA 1 NPU (PU3NYECKON
Harpyske no3ponseT MAeHTUULMPOBATL NALMEHTOB C NOBbILLIEHHbIM
JICC v pesepcueit wWyHTa. OuHamuka guctaHumm B T6MX sBunach
NepPBUYHOI KOHEYHON TO4KOM B 6onbLunHCTBE PKU Y 60nbHbIX ¢ JIAT
[1, 2, 4, 5, 9, 19]. HegoctaTKOM METOANKM ABNSETCA 3aBUCMMOCTb
0T MHOXECTBa (DAKTOPOB, BK/KO4as POCT, BEC, NOJ, CONYTCTBYOLLME
3a60neBaHNs, YpoBEHb MOTMBALIMK, 3OEKT 06y4eHMs, HaCTPOEHNe
nawueHTa.

KapauonynbMoHanbHbIA Harpy3o4Hblil TECT MAM CNMPOBENO-
3promeTpus — HEMHBA3MBHbIA METOA OLEHKN (DYHKLMOHANbHbIX
BO3MOXXHOCTEN NALMEHTOB, KOTOPbIA AaeT WHOPMaLM O cep-
JI84HO-COCYANCTON, [bIXaTeNbHO|, METAO0NNYECKOH N MbILLEYHON
peakumn Ha OM3NYECKYI0 Harpysky, 06eCneYmBaeT LieHHY0 AnarHo-
CTUYECKYI0 W NMPOTHOCTUYECKYIO MH(OpMaLMo 0 Kaparopecnupa-
TOPHOW cUCTEMe Y nauueHToB ¢ JII nyTem onpeaeneHus noTpeéns-
eMOro Kuciopoga, BblAensemMoro Auokcuaa yrnepoga u nattepHa
AbIXxaHna (1aén. 5.2.9.). ABnascb «30/10TbIM CTaHAAPTOM» OLEHKM
(hmamyeckoii paboTocnoco6HOCTH, KapaMonynbMOHANbHbIA Harpy-
304HbIN TECT N03BONAET 3aN0A03puTh JII HA paHHMX CTaamsX, B TOM
yucne npu HopManbHbIX nokasatensax AXoKl B Nokoe, OLEHUTb -
(hektnBHOCTL neyveHns JIT u nporHo3 nauuenTos [1, 2, 9, 48, 159].
lMapameTpbl KapAuopecnupaTtopHoOi CUCTEMbI B MOATPYnnax pas-
nuyHbix BMC ¢ JIM MOryT B M3BECTHOM CTEMEHM Pa3nnyaThea.

MeToz MOXeT ObITb PEKOMEHA0BAH /151 BCeX nauueHToB ¢ JIAT,
KOTOpPbIe MOTYT BbINOAHUTbL HArPy304HbIA TECT U ABAAKOTCA KIUHN-
yeckn ctabunsHeimm (OK I-IIl (BO3)) [159-162]. Kapauonynbmo-
HaNbHbIA Harpy30YHbIA TECT MO3BONAET AMMMEpeHLMpPoBaTb He
TOMbKO JIErOYHYI0 W KapAauanbHyt0 NaTtonoruio, HO U pasfinyHble
CepAeyHo-cocyamncTble 3abonesaHns [159, 163].
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[nsa naumentoB ¢ JIAT CyllecTBYIOT OnpedeneHHble natogu-
310M10rMYecKMe N reMOANHAMUYECKUE MEeXaHW3Mbl, NpPUBOAALLNE
K XapakTepHbIM OTK/IOHEHUAM BO BPeMS Harpysku. I3BecTHO, 4TO
BcreacTue nosblweHns JICC yBennymBaeTcs BEHTUNALMS MepT-
Boro npoctparctea (VD/VT) 3a cyeT CHuxXeHWs nepdysnm XopoLLo
BEHTUNMPYEMbIX anbBeos. [1OBbilEHNE BEHTUNALMOHHOMO 3KBM-
BaneHTa no yrnekucnomy rasy (VE/VCO,) B OCHOBHOM CBS3aHO C
BbICOKMM 3HadYeHuem VD/VT. Bknag B 9TOT NPOLECC AaeT paHHee
BO3HWKHOBEHME NaKTaTauuao3a M anbBeonspHas rMNepBeHTUNS-
LMs, B CBA3N C MOBbILLIEHHOA XEMOYYBCTBUTENBHOCTLIO U U3MEHE-
Huem napuuanbHoro nasnexus GO, (PaCO,). [aHHble npoueccel
CNOCOOGCTBYIOT HENPOMOPLMOHANBHOMY  YBENUYEHUIO MWUHYTHOI
BeHTUnauum nerkux (VE) [159-162]. V 3nopoBsbIx Ntofieit 3HaveHue
VD/VT ymeHbLUAeTC BO BPEMS Harpyski B pesysibtate yBenuyeHns
AblxatesnibHoro oovema (VT), 4To peako 6biBaeT y NaunUeHToB C 3a-
00MneBaHNeM NEroYHbIX COCYA0B U3-3a HANUYUS Y HUX BbIPAXKEHHOIO
ancbanaHca Mexay BeHTUNAUMen u nepdy3nei Uan yyalleHHoro
NOBEPXHOCTHOrO AblxaHus [159].

B Tabnuue 5.2.9. npusefeHbl U3MEHEHWS NapameTpoB Kapawo-
MyJIbMOHA/IbHOMO HArpy304HOro TecTa, xapakTepHble gns JII [159].
A6ConoTHOE U 0THOCUTENBHOE (B % OT NPOrHO3MPYeMOro) 3Ha4eHue
peakV0, no3BonseT OLEHNTL OrpaHideHine dunsnyeckoin pabortocno-
co6HocTn. PeakVO, koppenupyer ¢ ®K (BO3) [164-166]. Vzonu-
poBaHHOe CHipkeHue peakVO, BCTPEYAeTCA Npu LUMPOKOM CreKTpe
KapaynopecnupaTopHoi natonorum. KomeuHaums noBbILLEHHOrO OTHO-
wenus VE/VCO, Co CHIKEHHbIM P . MOXET yKa3blBaTb Ha BbICOKYIO
BEPOATHOCTb JIErO4HO-COCYAMCTOI 6ONE3HN Y NALMEHTOB C OAbILLKOIA
HEN3BECTHOIO NPOUCXOXAEHUS U AaHHbIMK IXOKT B nonb3y JII.

B Tabnuue 5.2.10. cymmnpoBaHbl OTNIMHKA NOKa3aTeNei Kapam-
ONyNbMOHANLHOIO HArpy304HOro TecTa B NOArpynnax pasniyHbIX
BMC ¢ JII [159, 167]. Han6onblumne (DYHKLMOHAMNbHbIE OrpaHuye-

HUA, BKMIo4as HaumeHbluee peakV0,, UMEIOT NaLKeHTbl ¢ CUHAPO-
mMoM Jn3eHmeHrepa [168, 169].

HecmoTps Ha OTCYTCTBME YOEAMTENbHbIX AaHHbIX NMPOCMEKTUB-
HbIX HAOJIOAEHMIA 33 KPYNHbIMW KOropTamu 60MbHbIX, Kapauonysb-
MOHaJIbHbIA HArpy304HbIA TECT MOXHO paccMarpuBaTb B Ka4yecTse
BAXKHOI0 AMArHOCTUYECKOr0 MHCTPYMEHTA [N OLEHKM (PyHKLMO-
HanbHOro craryca naumenTos ¢ JII npu BNC [1, 170, 171].

5.2.8. [lononuutenbHbie METOAb!

[ina onpenenenus KnuHuyeckoi rpynnel JIM y naumeHTos ¢ BIC
HE0O6X0MMO NPOBECTM NIEr0YHble OYHKLMOHANbHbIE TECTbI C OLEH-
KO ra3oBOro coCTaBa apTepuanbHOi KPOBW, BEHTUNALNOHHO-NEp-
(Py3MOHHYIO CLUMHTUTPAdONIO Nerkux, npu HeobxoaumocTu, KT ner-
KWX C aHruonynsMoHorpadueii (taén. 5.2.11.).

Jlerounbie (PyHKUMOHANBHbIE TECTbI NO3BONAIOT BbISBUTL 06-
CTPYKTUBHbIE WU PECTPUKTUBHbIE U3MEHEHUS C LeNbio audde-
PeHUMaNbHOA AMArHOCTUKIA JIT 1 YTOYHEHWUS TSHKECTU MOPXeHMs
nerkmx [1, 2,23, 172]. Y B3pocnbix ¢ JIT npu BIC gna guarHocTuku
3a6011eBaHUI AbIXaTeNbHbIX MYTEN 1 NAPeHXMMbI IerKuX (06CTPYK-
TUBHbIX, PECTPUKTUBHbIX 1 KOMOUHMPOBAHHbIX) NOKA3aHO NPoBefe-
HIe KOMMbIOTEPHOM CNUPOMETPUM 1 onpeaeneHne Suddy3anoHHO
cnoco6HocTy nerkux [173-175].

BeHTUNAUMOHHO-NepPIy3NOHHAA CUMHTUrPathua Nnerkux senseT-
€S METOAOM CKPUHWHIA AN UCKITHOYEHUS peunauBrUpyIoLLENn TPOM-
6oam60nuu JTA (TAJTA) y 60nbHbIX ¢ BINC Kak BO3MOXHONA NPUYUHbI
JIM [1, 4, 5, 176]. B ocHoBe MeTOAa Nepdy3MOHHON CLMHTUrPadum
NErkux NEeXUT BPEMEeHHasn 3M60imM3aumns apTepuonspHo-Kanumnisap-
HOr0 pycna nerkux nocne BHYTPUBEHHOTO BBEJEHUS pasnodapm-
npenapara (P®I1) Ha 0cHOBE Me4eHbIX Makpoarperatos ajibbymmHa
4e/10BEYECKON CbIBOPOTKM, MeYeHHbIX TexHeumeM-99m (¥mTc-MAA).
Paamepbl nony4yaembix Me4eHbIX HacTuL, cocTaBnsoT 10-40 MKm, 4To

Tabnuua 5.2.10. MMapameTpbl KapauonynbMOHaNbLHOro Harpy304Horo Tecta npu Jir- BIC [169]
Table 5.2.10. Parameters of cardiopulmonary exercise test in PH-CHD [169]

Moarpynna

W3meHeHus napameTpoB

BIC ¢ apTepnoBEHO3HbIM  * CHUKEHWE 06beMa BbINONHEHHOI Harpy3ku (WR);
copocom u JTAT * CHIDKEHME NMKOBOro noTpednenns kucnopoaa (peakVo,);
* CHIDKEHNE adpoOHON IEKTUBHOCTM BbINONHeHHOI Harpysku (VO,/WR);
* CrMaxuBaHue Kpuson kucnopogHoro nynsca (VO,/HR);
* ObICTPOE LOCTUKEHMe aHaapobHoro nopora (AT);
* CHWXEHWE CKOPOCTM BOCCTAHOBJIEHUA NapameTpoB fiero4Hoin BenTunsauun (VE), notpebneHus
kucnopoga (VO,), Bbiaenenus yrnekucnoro rasa (VCO,) u HCC (HR) nocne Harpy3ku.

BINC ¢ JIAT n * cHimkeHue Sat0,;
BEHOApTepuasbHbIM * CHIKeHWe 06bema BbInosiHeHHo Harpy3ku (WR);
cobpocom * CHIDKEHME NMKOBOro noTpebnenuns kucnopoaa (peakVo,);

* CHIDKEHME adpoOHON IEKTUBHOCTM BbINONHeHHOI Harpysku (VO,/WR);

* CrnaxuBaHue Kpuson kKucnopogHoro nynsca (VO,/HR):

* yBeNu4eHnem MakcumarnbHomn seHTunaumm (VE peak);

* MOBbILLIEHME KOI((DULIMEHTA BEHTUNATOPHOM dcpcheKTMBHOCTM no yrnekucnomy rasy (VE/VGCO,)
1 KoathhmumeHTa BEHTUNATOPHON achdpekTnHOCTM MO kucnopody (VENVO,);

¢ YBEJIN4EHNE KOHEYHO-3KCMNUPATOPHOr0 napumnanbHOro AaBneHna Kucnopoaa (P
KOHEYHO-3KCMNNPATOPHOro napLnanbHOro AaBfeHnUa Yrinekncnoro rasa (P

£102) ! YMEHbLUEHME

ETCOZ)'

BIC c JIAT 6e3 c6poca * CHIKeHWe 06bema BbInosiHeHHo Harpy3ku (WR);
* CHIDKEHME NMKOBOro noTpe6nenus kucnoponaa (peakVo,) n a3po6HON It HEKTUBHOCTM BbINONHEHHON

Harpysku (VO,/WR);
- peskoe yyawenue 4CC (HR);

* YBENU4YeHe MakcumansHoi BeHTunauuu nerkux (VE peak), koadhdmuneHta BEHTUNATOPHOM
athchekTHOCTY No yrnekucnomy rasy (VE/VCO,) n KoadhduumeHTa BEHTUAATOPHOM 3DAEKTUBHOCTY

no kucnopogy (VE/VO,);

¢ YBEJIN4EHNE KOHEYHO-3KCMNNUPATOPHOr0 napumnanbHOro AasneHna Kucnopoaa (P
KOHEYHO-3KCMNNPATOPHOro napLnanbHOro AaBfieHUA YrinekKncnoro rasa (P
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COOTBETCTBYET AWAMETPY npekanuaisapHblx aptepuon (2025 Mkm)
nnu Kanunnapos nerkux (8—10 Mkm). Hanu4yne 304 OTCYTCTBUA UK
CHUWXeHMs HakonneHus POI B nerkux CBUAETENbCTBYET O HapyLue-
HWUW B HUX MUKpOLMPKYNsLmum (nepdysun). iccnegosaque abeoniot-
HO 6€30MacHO, NOCKONbLKY MPU €ro BbINOSHEHUN IMBONU3NPYETCS He
6onee 0,1-0,3% o6bema kanunnspos. Beegenue POI, B otnnyne ot
KOHTPACTHbIX MPenaparos, He 0Ka3bIBaeT N0604HbIX 3(PEKTOB.

BentunaumonHas  (MHranAuMOHHAas) CUMHTUrpPauUA  Nnerkux
BbINOSHAEGTCA  ANA  ONpefeneHus  CTPYKTYPHO-(PYHKLMOHANBbHO-
ro COCTOSIHWUS GPOHXMANbHOro Aepesa ¢ wWHransuwein POI B Buae
TOHKOZAMCNEPCHOIO a3p030J1A B TEYEHUE HECKOSIbKUX MWHYT, Nocrne
Yero npPOWUCXOOUT ero BPEMEHHOE 0CefaHne Ha NOBEPXHOCTU BPOH-
XUANbHOro fepesa W anbBeoNIsPHbIX NPOTOKOB. [ocneaytoLlee npo-
BEJEHMe CLUMHTUrpadui no3BONseT OLEeHWTb pacnpeneneHne POI
Mo BO3[YXOHOCHbLIM NYTAM NErkuX, yCTaHOBUTb HanM41e NOPaxXeHwil
OPOHXWNANbHOrO AepeBa, MPUBOAALLMX K CHUXKEHUID BO3AYLUHOCTM
30H NIerKMX UNn aNnbBEONSAPHON KOHCONMAALMM NIErOYHON TKaHK (aTe-
nekTas) ¢ 06pa3oBaHMeM 6POHX03KTa30B 1 hrbpo3a, UK Xe Haobo-
POT, NOBbILLEHWNO BO3AYLLHOCTM NErkunx (3musema). 3t cocTosHUA
MOTYT NPOABAATLCA HAPYLLEHNSAMI NePdy3nm, KOTOpbIe HE0BX0AUMO
OTAeNUTb OT HapylleHui nepdoysum npu TJTA. Mpu atom cnenyer
OTMETUTb, 4TO NPK NPOBeeHNN HU3KOA03HO MCKT 663 KoHTpacTu-
POBaHUS, KOTOPas 3aHNMAET HECKOJIbKO CEeKYHA, XOPOLLO BU3yannam-
PYETCS aHaTOMWS NErknx U CpefocTeHus, B TOM YUCNe AMaMeTp ne-
FOYHbIX apTePWil, HaNMYne KanbLUHUPOBAHHbLIX TPOMOOB, YTO TaKXe
asnserca npusHakom JII, obycnosnenHoit TIJA. Mo aToii npuynHe
Hambonee LienecoobpasHbIM NOAXOAOM 1S BbISIB/IEHUS NPU3HAKOB
TOJTA aBnseTcs BbiNONHeHWe Nepgy3NOHHOA CLUMHTUrpadum Nerkux
C COMOCTaB/IeHMEM, NPy Heo6X0ANMOCTK, C faHHbIMM KT,

Mepdhy3noHHas CLUMHTMIPadns Nerkux ABASeTcs ObICTPbIM 1 rn6-
KM METOLOM, MO3BONAIOLLMM NOSTYYUTb ANArHOCTUYECKNIA pesynbTat
B Te4eHue 5 MUHYT nocne seefeHus POT. HopmanbHas unu SBHO na-
TONOrMYecKas KapTuHa nepdoy3umn nerkux B nepeHen, 3agHen n Ko-
CbIX MPOEKLMAX NO3BONSAET BbICTPO UCKNIOYNTL UK NOATBEPAUTL Ha-
nuyne TPOM603IMO0NIUM KPYMHbIX BETBEI NEr0YHbIX apTepui. B Takux
CNy4yasx He TpebyeTcs NPOLOSIKEHUS UCCIef0BaHNsA N0 PaCLIMpPeH-
HOMY NpPOTOKONY, B TOM 4MCNe UCCneaoBaHms BeHTunauum unu KT.
B COMHWTENbHbIX Cnyyasx, 4acToTa KOTOPbIX He Mnpesbilaet 2—-3%,
[OMNOHUTENBHO NMPOM3BOAUTCS 3aniCb B PEXMME OAHOCGOTOHHON
3IMUCCUOHHOIA TOMOrpadui, N0 BO3MOXXHOCTU C 0HOBPeMeHHON KT
PYAHOI KNETKU, YTO YANNHAET BPEMSA UCCNEeA0BaHNA Ha 10 MUHYT, HO
3HA4NUTENIbHO NOBbILLIAET ero AMAarHOCTUYECKYH TOYHOCTD.

B nuarHoctuke peumamsmpytowein TAJTA 4yBCTBUTENLHOCTb BEH-
TUNSLMOHHO-NEPMY3NOHHON  CUMHTUTPACUU  NErknx  COCTaBnseT
90-100%, cneumdomnyHocte — 94-100% [1, 177]. OTCYTCTBME [AHHbIX
BEHTUNALMOHHO-NEPAIY3NOHHON CLUMHTUrpacum npu ckpuHuure JI
MOXXET NPUBECTM K YCTAHOBMEHWIO OLLNBOYHOro AnarHosa J1Al [1, 9].

MpoBefeHne CUMHTUIPAdIMN NErKNX CONPSXKEHO C MeHbLLE ny-
4eBOIl Harpy3kom, No3BoNseT U3beratb BO3MOXHbIX OCIIOXHEHUN,

CBSI3aHHbIX C BHYTPWBEHHbIM KOHTPACTUPOBAHUEM, W UMEET 04e-
BUZHbIE NOTEHLMANbHbIE NPEUMYLLECTBA C TOYKW 3PEHMS CTOMMOCTU
NPY MeHbLUEN BEPOATHOCTY CITy4aiHbIX HAXOLOK.

Y31 opraHoB GPHOWWIHOA NONOCTW MO3BONSAET UCKMOYUTL LMP-
po3 meyeHu W/ unaKM nopTanbHyl runepteHsuio (tabn. 5.2.11.).
Micnonb3oBaHne LBETOBOI Aonnneporpadun no3ponset audde-
PEHUMPOBaTL MACCUBHYIO MOPTANbHYIO TMMNEPTEH3WNIO BCNEeLCTBUE
ancdyHkuum MK unm npu umMppo3e neveHn BCNeCTBME TpaHcre-
YEHOYHOr0 BEHO3HOr0 rPAAMEHTa, OLEHUTb KPOBOTOK Yepes NeByHo
XKENYA04HYI0 BEHY, NapayMOUNKabHY0 BEHY W CMIEHOPEHaNbHbIN
WwyHT [1, 17, 178]. Mpn Y3 6ptowHOA NOMOCTM MOXHO OLEHUTb
MOPCONOTUYECKUE U3MEHEHMSA B NEYeHu (aTpodoms npasoil fonu,
KOMMEeHCaTopHas runepTpodns nesomn LOM U XBOCTATOM A0NN ne-
YeHW HePOBHOCTW NOBEPXHOCTM W Y3N0BbIE U3MEHEHNS). B cnyyasx
OCJTIOXKHEHUIA NOPTaNIbHOW TUNEPTEH3UMN BbIABNAETCA CNIIEHOMEra-
NN, XOPOLLO pa3BuUTbIe Konatepanu u acuut [4, 23].

5.3. JlabopatopHaa guarHocTuka

Bcem 60nbHbIM ¢ JIT npu BIC B 0653aTenbHOM nopsaake npo-
BOLATCA PYTUHHbIE NaboOpaTopHble TECTbl: 06N (YPOBEHb re-
MOrMO6MHA, 3pUTPOLWUTOB, rEMaTOKpPWUTa, NEeKouMTOB, TPOMOO-
uutoB, COJ) 1 6UOXMMUYECKIMIA (OLIEHKA (DYHKLMM MOYeEK, NeveHu,
NIMNUIHOTO CMEKTpa, cofepxanus 6enka, 3MeKTPONNUTOB, YPOBHS
MOY4€BOIi KNCMOTbI) aHaNu3bl KPOBM, Koarynorpamma, oueHka D-au-
mep, NT-proBNP, ropmMoHanbHOM (DYHKLMW LYUTOBUAHOW XKeJesbl
(Ta6n. 5.3.) [1, 9, 179, 180].

BTOpUYHbLIA 3pUTPOLMTO3 4ACTO BCTPEYAETCA Y MALWUEHTOB C
BINC npw passutum J1I, npu cuHapome dA3eHMEHrepa, ConyTCTBY-
IOLLEn NaTonoruy Nerkux. FemaTokpuT criefyet onpenensto aBTo-
MaTU4ecKu, MOCKONIbKY LEeHTPUyrupoBaHue KpoBU NPUBOAUT K
NOXHOMY MOBbILIEHUIO EMATOKPUTA M3-3a YNaBMMBAHWUA NNasmbl
[4]. CnepyeT oLeHWUBATL YPOBEHb reMOrnobuHa B AMHaMUKe Y BCeX
60MbHbIX, NPUHUMAIOLLNX AHTArOHUCTbI PELEnTOpPOB 3HAOTENNHA
(AP3), KoTOpble BCNEACTBUE FEMOAMMIOLAN MOTYT NPUBECTU K €ro
CHWXeHUI0 npumepHo y 10-15% 6onbHbIX [1].

Y NaumeHToB ¢ CUHAPOMOM JN3EHMEHrepa UMEOTCS HapyLUeHUs
remocrasa (TPOMOOLMTONEHNSA), NOBbILLIEHHbLIA PUCK KPOBOTEYEHNIA
1 TpOM6030B [4].

KOHUEHTpauma rnioKo3bl MOXET 6bITb CHUXEHA Y BOJNIbHLIX C
CUHAPOMOM Jii3eHMeHrepa BCNEACTBUE MOBbLILIEHHOIO MUKONM3a
in vitro BcnencTeue apuTpounTosa. Y naumentos ¢ ST Ha doHe BIC
NOBbILIEHHbIA 06MEH 3pUTPOLUTOB/ FEMOrTI06MUHA U HAPYLUEHWE Me-
TabonnM3ma ypatoB NpuMBOAUT K Pa3BUTUIO runepypukemumn [179].
[1OBbILIEHHAA KOHLEHTPALNA HENPAMOro 6unupybuHa y naumeHToB
C LIMAHO30M COMPSXKEHO C PUCKOM KaMHE0O6pa30BaHUS B XKEJTYHOM
ny3bipe. [pUMepHO Y NONOBMHBI NALMEHTOB C CUHAPOMOM JA3EH-
MeHrepa UMeercs XenesofeduunTHoe cocToaHue. oaTomy Lene-
€006pa3Ho NPOBOAMTL ONPEAENeHNe YPOBHEN XKenesa B CbiBOPOTKE
KPOBU 1 (heppuTiHA He pexke 1-2 pa3 B rof 4519 PeLLeHns sonpoca
0 Ha3Ha4YeHuu npenaparos xenesa [4, 5].

Tabnuua 5.2.11. PekomeHAaUnK N0 [ONOAHUTENbHBIM METOZ1aM AUArHOCTUKH

Table 5.2.11. Recommendations for additional diagnostic methods

Pexomenpauuu Knacc YpoBeHb
peKoMeHpauun AoKa3aTeNbHOCTH

PekomeHayeTcs NpoBefeHNe NEroYHbIX (YHKLUMOHAMBHBIX TECTOB ANS BbISBIEHUA 06CTPYKTUBHBIX AN I C
PECTPUKTUBHBIX M3MEHEHMI Nerkux Bcem 60bHbIM ¢ J1T npu BIIC [1, 2, 4, 17].
BeHTUnAUMOHHO-Nepdy3noHHas CLUMHTMIPacna Nerkux pekoMeHayeTcs nauueHtam ¢ JII ans I C
uckntodeHna XTaIM [1, 2, 4,9, 17].
B cny4yae HeBO3MOXHOCTW NPOBEJEHUS BEHTUNALMOHHO-NEPMY3UOHHO CLIMHTMIpadui lla C
PEKOMEHJYeTCS COMETAHHOE UCCreoBaHMe Nepy3noHHoN cuuHTurpadomm u KT nerkux [1, 9].
Y31 opraHoB 6PIOLLHON MOMOCTM PeKOMEHAYETCS 60MbHbIM ¢ JIT Ang UCKNIOYEHNS NaTONOrMn NeYeHN I C

W/unu nopTanbHO runepTensum [1, 2, 4, 17].
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Evomapkepbl CTanu BaXHbIMKU MPOrHOCTUHECKMMMW MOKa3aTe-
NSAMWU NS OLEHKN KNWHWYECKMX COBLITUA U pucka CMepTu y na-
umenToB ¢ JIAM-BIC. Takue 6uomapkepsl, kak okcug aszorta (NO),
aHpotenuu-1 (3T-1), acumMmeTpuyHbIA aumeTunaprudnd (ADMA),
ranekTuH-3, Mo3roBoi Hatpunypetnyeckun nentug (BNP), moyesas
Kucnota, G-peakTuBHbIN 6en0K, (DAaKTOp pocTa SHAOTENUs urpa-
tOT BaXHYI0 pPONb B ANArHOCTWKE 3HAOTENNanbHOM AUCHYHKLUN 1
oueHKu ctenenu Taxectu JTAT-BINC [179-182].

Pykosoactea ESC/ ERS pekomeHAyt0T AMarHoCcTM4ecKoe TecTupo-
BaHWE Ha Hann4ne reHeTUYeCcKMX MyTaumid naumeHToB ¢ JIAM rpynnb |
(namonatnyeckan n Hacneayemas J1AT, nero4yHas BEHOOKKITHO3MOHHAS
001e3Hb/ NEroYHbIA KanunnApHel remaurunomaros) [2]. Ana JIAT-
BINC He ycTaHOBNEHO ONpeeneHHbIX reHeTUYECKNX TECTOB, KOTOPbIE
MO>XHO 6b1510 6bl MCMO/b30BATb. A/ NPOrHO3MPOBAHS BEPOSTHOCTH

BO3HWUKHOBEHMS JTAI unun adhdheKTUBHOCTY Cneuud 4eckoii Tepanuu.
[eHeTMYECKOE MCCe0BaHNE NS BbIIBNEHWUS MyTauuiA, TUMUYHBIX
ana JTAI (BMPR2, op) MOXHO paccmarpusatb y naumeHToB ¢ JIAT,
Y KOTOPbIX BHYTpUcepAeyHbin (Manbiin MMM, manbii OMXKIT) nnmn
3KCcTpakapamanbHbIn (Manblid OAM) WyHTbI 6bIIK CyYanHO 06HapY-
XKEHbI 1 He NO3BONAKT 06bACHUTL TshKeCTb JIAT.

5.4. OueHka pucka y 60nbHbIxX ¢ JIAT-BIC

Mpu NCXOAHOI OLEHKE W B OMHAMUKE PacCMaTpUBaeTCs NaHenb
(hakTOpOB ANA ONpeaeneHuns cTatyca HU3KOro, NPOMEXYTOYHOIO UMK
BbICOKOIr0 puCcKa, YTO COOTBETCTBYET FOANYHOW NETANbHOCTM < 5%);
5-10% u >10%, COOTBETCTBEHHO. 3TO KAWHUYECKUE AAHHbIE, pe-
3ynbTaThl KapAuonynbMOHANbLHOTO HArpy304HOro Tecta, Guomap-
Kepbl, reMoanHamuyeckne n 3xoKr-nokasarenu u 1.4. (tabn. 5.4.)
[3,7-9,170]. Y KOHKpeTHOro 60/16HOI0 NOKa3aTeNn KIMHUKO-(PYHK-

Ta6nuua 5.3. Pexomenpauuu no nabopaTopHoi guartoctuke y 6onbHbix ¢ JII npu BMNC
Table 5.3. Recommendations for laboratory diagnosis in patients with PH with congenital heart disease

PekomeHgauum Knacc YpoBeHb
PEKOMEeHAauMM [0Ka3aTenbHOCTH
PekomeHpayeTtcsa npoBefeHue 06LLero (KNMHUYECKOro) aHann3a KpoBM C OLIEHKO YPOBHSA reMornobuHa I C

1 FEMaTOKpMTa, KONIMYECTBA 3PUTPOLIMTOB, NENKOLMTOB, TpoMOoLUTOB, CO3 y BCex 60nbHbIX ¢ BIIC,
0cnoXHeHHoM JIT, npy NepBUYHON ANArHOCTMKE W JUHAMUYECKOM HAOMIOAeHUMN KaXKable 6—12

mecsues [1,2, 4,9, 11, 17].

PekomeHayeTcs npoBefeHne 6MOXMMUYECKOT0 aHaIn3a KPoBW (KpeaTuHUH, HaTPpUR, Kasum, C
acnaptaramuHoTpaHcdepasa (ACT)/ anaHuHamuHoTpaHcdepasa (AJTT), 6unupy6uH, Moyesas
kucnoTa) Bcem 605bHbIM ¢ JIT 1 BIC npu nepBUYHOI ANArHOCTUKE M AMHAMUYECKOM HabJ0AeHN

[1,2,4,9,11,17].

PekomeHayetcs onpegeneque yposHs NT-proBNP B kpoBu y Bcex naumenTos ¢ BINC, 0CN0XHEHHbIM C
JAT, npu nepsu4HOM 06CIIEA0BaHUA U KaXble 3—6 MECALEB 419 ONpejeneHuns pucka etanbsHoCTy

[1,2,4,17].

PekomeHayeTcs onpefeneHne YPpoBHEN Xese3a B CbIBOPOTKE KPOBU 1 (heppuTiHa Y naumeHToB ¢ J1T lla C
npu BIIC He pexxe 4em 1-2 pasa B rog Ans McknoyeHus xenesogedpuuuta [1, 4, 19].

PekomeHAayeTcs reHeTM4eckoe McerefoBaHne ans UCKNYeHns HacnencTBeHHON chopmbl J1AT y lla C

naumeHToB ¢ BIC npu nepBuyHoOi anarHoctuke [1, 4, 17].

Ta6nuua 5.4. Ctpatudpmkaumsa pucka netanbHocTH y nayuentos c JIAT [4]

Table 5.4. Mortality risk stratification in patients with PAH [4]

MapameTpb! pucka Hu3kui puck

< 5%*
KnuHnyeckue npusHaku XCH Her
[porpeccupoBaHue 3a60neBaHmns Hert
CuHkone Hert
®K (B0O3) I, 11
J6MX > 440 m
KapanonynbMOoHanbHbIi VO, peak > 15 Mn/MUH/KT
Harpy304HbIn TECT VEN < 36

BNP/NT-proBNP BNP < 50 nr/n

NTproBNP < 300 nr/mn
SIM < 18 cm?
OTcyTCTBME BbINOTA
B nepukapne
cpLrin < 8 Mm pr. CT.
C > 2,5 n/mnH/m?
Sv0, > 65%

IXoKI/MPT

[emogmHammka

Mpumeyanue (Note): — B TeveHne 12 mec. (within 12 months)

MpomexyTo4HbIA Bbicokuit puck

puck 5-10%* >10%*
Het [a
[TocTeneHHoe bbicTpoe
Penkune [MoBTOPHbIE
1 \Y)
165-440 m <165 ™
VO, peak 11-15 mn/muH/Kr VO, peak < 11 Ma/muH/kr
VEN ., 36-44,9 VEN,,, > 45
BNP 50-300 nr/n BNP > 300 nr/n
NTproBNP 300-1400 nr/mn NTproBNP > 1400 nr/mn
S 18-26 cm? S > 26 cm?
Heb0sbLU0i NepuKkapAnanbHbli lNepukapanansHoIi
BbINOT BbINOT
cplrin 8-14 mm pr. cr. cprin >14 mm pr. cT.
ClN 2,0-2,4 n/mnn/m? CU < 2,0 n/mun/m?
Sv0, 60-65% Sv0, < 60%

« Y Bcex naumeHtoB ¢ JTAT-BIC npu nepBMYHOW ANArHOCTUKE W HA BU3WTAX HAONIOAEHMS PEKOMEHJIYETCS OLEHKA PUCKA NETanbHOCTH.

Knacc pekomeHgauuu/ YposeHb gokasatensHoctu |-G [1, 4].
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LMOHANTbHOr0, remMOAMHAMMYECKOro CcTaTyca, /1labopaTopHbIX Te-
CTOB, AP. AAHHbIX MOrYT OTHOCUTLCA K PAa3HbIM KaTeropusam pucka.
Mpu HanM4mn eaUHCTBEHHOO (hakTopa 60Jiee BbICOKOr0 pucka ne-
TanbHOCTM UCXOAHbIA/ AOCTUTHYTBLIA PUCK y naumeHToB ¢ JIAT oTs-
rOLIAETCs, YTO JOSHKHO Y4MTbIBATLCA NPU BbIOOPE MW KOPPeKLnN
NeKapCcTBEHHOM cTparteruu.

Cpeau nabopaTopHbIX MapkepoB HambONblLUee 3Ha4eHue npu
OLIeHKe MPOrHO3a WMEET MO3r0BOW HATPUIYPETUHECKWIA NenTua,
YPOBHM KOTOPOrO HAZEXHO KOPPENUPYIOT C NOKasatensmm hyHk-
LWMOHANLHOr0 U reMOANHAMUYECKOO CTaTyCa, CTPYKTYPHO-(DYHKLM-
oHanbHoro coctosHua MK [1,4]. CornacHo pekomeHgaumam ESG/
ERS no guarHoctuke u nedenunto JII 2015 r. napameTpbl kapamo-
nyNbMOHasbHOro Harpy3o4Horo Tecta peak VO, n VENV, sBnsioTcs
B2XHbIMW KOMMNOHEHTaMM LUIKa/bl CTPATUUKALMM pUCKA NeTaNb-
HOCTW, OLEHKN JOCTWXEHUS LieNel nevyeHns, peLleHns sonpoca 06
ackanauuu Tepanum 1 onpeaesieHn NporHo3a naLmeHToB ¢ Pasnny-
HbiMu chopmamn JIAT (ta6n. 5.4.) [9, 35, 183]. CHukenune peakVo,
nokasaHo y naumnentos ¢ JIAT-BMNC no cpaBHeHUIO CO 340POBbIMM
[06poBOMbLAMKU CONOCTaBMMOr0 BO3pacTa, NpUYeM B MHOrogak-
TOPHOI MoAenn Kokca aToT nokasaTesib N03BOMsAN NPOrHO31poBaTh
neTanbHbIA UCXOA, NOTPEOGHOCTL B rOCNMTANM3auumn u ee AnuTesb-
HocTb (OP 0,937; p=0,01) [8, 35, 184]. OtBeT Ha JIAT-cneundmye-
CKYI TEpanuio y B3POCIbIX NALMEHTOB C CUHAPOMOM Jii3eHMeHrepa
COMPOBOX/AETCS JOCTOBEPHBIM CHIKEHWeM VE/V ., 1 yBENn4eHnem
P 1000 V3MEPEHHBIM NPY AOCTWXEHUN aHaapoGHoro nopora [183].

BonbHbIM ¢ peaugyansHoii J1AT, JTAT npyn manbix/ cnyyaiHbIxX fe-
thekTax pekomeHayetcst npoeaeHue KIMOC Ha perynsipHOi OCHOBE, He
MeHee OfIHOr0 pasa B rof Ha 6a3e 3KCMepTHbIX LEHTPOB. B psage ne-
4eOHbIX YYPEXEHNA reMoMHaMIUYecKas OLLeHKa NPOBOAUTCS Kax[ble
3-6 mMec. nocne N3MeHeHUs pexxuma cneurguyeckon Tepanim ¢ Lienbto
LOCTUXKEHWUS He06X0AMMOr0 YPOBHS reMOLMHAMUYECKNX NapameTpoB.

Peaynbtatbl neveHus naumeHtos ¢ JIA-BIC 3Ha4uTenbHO ynyuy-
Wwunmuch 6narofaps BHEAPEHUIO HOBbIX METOL0B J1eYeHNs, peannaa-
Lyn MyNbTUAUCLUNANHAPHOTO NOAX0LA, AOCTUXEHUA XUPYPruecKo-

ro 1 nepuonepaunoHHoro nedvequs [4,5,17,19,185-187]. B HefjaBHMX
UCCEeA0BaHNAX MOKa3aHO, YTO KIUHUYECKWUE MCXOLbl Y NauneHToB
¢ JTAT-BIC B uenom ny4ie. 4em y 6onbHbIx UIIT, 0aHako onpeae-
NATCA KNUHUYECKUM BapuaHtom naronoruu [34]. AT Bcneactsume
Marblx [eDeKTOB MMEET Nporpeccupytollee TeyeHne nogodbHo I,
B cnyyae nosgHen koppekuun BIC npu passutum pesnpyanbHoi
JIAT HabnoaaeTcs 0THETNIMBOE YXY/LLEHWe NPorHo3a [48].

6. IEYEHUE
6.1. Xupypruyeckoe neyenue

6.1.1. lToxasanns k pagnKanbHon (Xupypru4eckoin/
3HAOBAcKyNAPHONA) H reMognHamn4eckoin koppekynn BIIC ¢ JII

OueHka onepabesibHOCTW [0MKHA NPOBOAUTLCA MYNbTUAUCLN-
NNUHAPHLIM KOHCMANYMOM 3KCMepTHOro ueHTpa JII u 6asupyercs
Ha KOMMNJeKce (hakTopoOB — BO3PACTE M KOHCTUTYLMS MaLUeHTa,
reMOAMHAMUYECKNX NapameTpax, COMyTCTBYIOLLMX 3a60SieBaHMAX
W ONbITe XUPYPru4ecKOm KOMaHAbl. PelueHne 0 KOpPeKLun LyH-
Ta [OSDKHO OCHOBbLIBATLCA HA TLLATENbHOM aHanM3e MeguLMHCKUX
JaHHbIX U He 3aBUCWUT WCKIIOYUTENBHO OT NapameTpoB reMofmnHa-
MUKKM [11]. BaXKHO y4MTbIBaTL BO3MOXXHOE COYETaHWUE Npe- U nocT-
kanunnsapHoii JI y naumenTos ¢ BIC, oco6eHHo cTapiie 40 neT.

Llenb xupypruyeckoii koppekuumn BINC ¢ JTT — ycTpaHeHune aHa-
TOMWYECKMX KOMMOHEHTOB MOPOKA, HApYLIEHWUA reMOANHAMUKMA W
N [1,4,9]. Hepenko koppekuus BIC y B3pocnbIX ¢ AAUTENbHbIM
aHamHe30M JT CyLLeCTBEHHO YNyyLlaeT KNUHNYECKOe COCTOsIHUE W
NPOrHO3 326051eBaHNSA, HO He NO3BONSET JOBUTLCA NONHON HOPMa-
nu3auun OJTA.

CornacHo pekomengauuam ESC/ERS no JII 2015 r. [4], Eepa-
3niickum pekomeHgauuam 2019 r. [1], Poccuinckum pekomeHaaum-
am 2020 r. [9], matepuanam 6-ro BcemupHoro cumnosuyma no JII
2018 r. [11] pagmkanbHasa xupypruyeckas koppekuus BIC ¢ JIAT
nokasaHa npu JICC < 4 E[l Byga/m?, npoTusonokasana npu J1CC >
8 ELl Byna/m? u MOXeT 6biTb BbIMOMHEHA NOCNE MHAWBMAYANbHON
oueHku npu JICC 4-8 E[} Byna/m? (tabn. 6.1.1.).

Tabnuua 6.1.1. PagukanbHas (xupypruyeckas/aHaoBackynapHas) U remoguHamuyeckas koppekums BIC ¢ JIAT y B3pocnbix
Table 6.1.1. Radical (surgical/endovascular) and hemodynamic correction of CHD with PAH in adults

PexkomeHpauum

PagukanbHas xupypruyeckas/annosackynspHas koppekuuu BrG ¢ JIAI pekomeHaoBaHa B ciyyae

Knacc pexomenpaumuu/
YPOBEHb 10Ka3aTENbHOCTH

. I-C
HOpManu3auuv AaBneHns B Nero4HoN apTepum nocne Koppekuuu [2, 11,17, 19].
PaankanbHyto Xupypriwveckyro/aHaoBackynsapHyto koppekuuto BI1G ¢ JTAT cnegyet paccMOTpeTb B Ciyyae
JOCTUXKEHNS 3Ha4UMoro (< 50% 0T CUCTEMHOr0 faBneHus) cHxeHus ctenenu J1AT nocne koppekuum [2, 11, lla-C
17,19].
PagunkanbHas xupypruyeckas/annosackynspHas koppekuum BrC ¢ JIAI pekomeHgoBaHa IC
npu JICC < 4 EQ Byma/m? [2, 4, 9, 19].
PagnkanbHyt0 Xnpyprveckyt/aHaoBackynsipHyto koppekumto BING ¢ JTAT v JICC 4-8 E[l Byna/m? cnenyet
paccmMoTpeTb UHAMBUAYANbHO B 3aBMCUMMOCTI OT APYIUX KIMHUYECKUX U reMOANHAMUYECKIUX NoKasaTesen lla-C
(Tabn. 6.1.2.) [2, 4, 9, 19].
Mpwn pagnKkanbHoiA xupyprudeckoii koppekuwn Br1C y naumenTos ¢ JICC 4-8 ELl Byma/mM? MOXET 6bITb paCCMOTPEHA Ib-C
BO3MOXHOCTb COXPaHEHUS/CO3aHNs (DeHeCTpaLmn MeXnpeacepaHon neperopogku [2, 4,9, 17, 19].
Y B3pocnbix nauneHToB ¢ BI1C u JICC >8 E[] Byaa/m2 moxeT 6bITb paCCMOTPEH KOPOTKMIA (0KOM0 6 MEC.) Kypc lIb-C
JNAT-cneumncnyeckomn Tepanum ¢ NocneaytoLLe NoBTOPHON OLIEHKO onepabenbHocTy [2, 17].
PagukanbHas xupypruyeckas/anmoBackynspHas koppekuuu BIG ¢ JIAT npu J1ICC > 8 EL] Byna/m? l-C
NpoTUBONOKasaHa [2, 4, 9, 19].
PagukanbHas xupypruyeckas/annoBackynspHas koppekuuu BrGC npu cuHapome 3iiseHMeHrepa l-c
npoTUBONOKasaxa [2, 4, 9, 19].
PaaunkanbHas Xupypruyeckas/aHLoBacKyNsgpHasa KOPPeKLUMM «Manblx/conyTcTBYOLWMUX AedekToB ¢ JIAT l-C
npoTMBONOKa3aHa [2, 4, 9, 19].
lemoamHamnyeckas KOppeKkumns YHKLMOHANbHO eAUHCTBEHHOMO XeNyao4ka cepaua (onepauns OoHTeHa 1 lli-C

[BYHanpaB/eHHbIA KaBOMyNbMOHaNbHbI aHacTOMO03) 60/bHbIM ¢ JIAI npoTuBONoKasaHa [2, 4, 9, 19].
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B tabnuue 6.1.2. npuBeaeHbl reMOAUHAMUYECKUE KPUTEPWUU
onepabenbHocTu nauueHtos ¢ JICC > 4 E[] Byna/m? cornacHo Poc-
cuinckum pekomenpaumam no JIAM npw BIC y B3pocnbix 2017 T.
[19], Esponeiickum (ESC) pekomeHgaumsm no BINC y B3pocnbix
2020 1. [2] n AmepukaHckum (AHA/ACC) pekomergaumam no BIC y
B3pocsbix 2018 r. [17]. [JononHMTeNbHO Ha onepatesibHOCTb MOryT
YKa3blBaTb KIIMHWYECKWE, axoKapanorpadnyieckne n aHrnorpadm-
YecKue NPU3HAKN BbIPBKEHHOr0 apTepuoBEHO3HOr0 copoca KpoBK
1 MIHTEHCUBHbIA CUCTONMYECKWIA LIYM Ha feddekTe, paciiennenue |l
TOHa, Aunataums NnesblX W/uAKM NpaBblX OTAEN0B cepaua ¢ 06bem-
HOIA neperpy3kon (B 3aBMcUMOCTH OT remoguHammkm BIIC) [1, 4, 9,
12,19, 44]. Y B3pocnbix ¢ BINC cneayet TwarenbHo UCKNIOYATD M
YCTaHOBUTb BO3MOXXHbIA BKfag NOCTKANUNAPHOIO KOMMOHEHTA B
reHes JIM — KnanaHHoM NaTosnorum, CUCTONIMYECKO U LUacToNNYe-
cKow aucdpyHkumm JIK u ap.

Y naumeHTOB C PUCKOM COXPaHeHWs peauayanbHoii J1T Bo Bpems
paanKanbHON XUPYPruveckoil KOpPeKLmMmn LiesiecoobpasHo co3aarb
NN COXPaHUTb PECTPUKTUBHOE (3-4 MM) MexXnpeacepLHoe co06-
LLieHMe C LeNbio NpotnNakTMKN LecTabunnsauum KnnHUY4eckoro
COCTOSIHUSA B Clly4ae pasBUTMS NIEr0YHO-TUNEPTEH3MOHHOMO Kpuaa
B paHHem roceonepauyoHHoM Nepruoje Uim NporpeccupytoLLero
TeyeHns JI B oTAaneHHOM nocneonepaunoHHom nepuoge [1, 4, 9,
20, 21, 67].

OThenbHble CO06LLEHNUS 0 6GNAronpUATHOM TEY4EHUM NOCNE Kop-
pekuuu BIC y B3pocnbix 601bHbIX ¢ ucxoaHbim J1IGC > 8 EL] Byaa/m?
[2, 19, 184] B HacTOsALLEE BPEMS HE MOTYT CNYXUTb PYKOBOACTBOM
K geiictenio [1, 4, 9, 19]. Xupypruyeckas KoppekLun ManbIix/conyT-
cTytowwmx aedektos ¢ JIAT unu BIC ¢ cuHapomom 3in3eHMeHrepa
npoTMBonokasaxa [2, 19, 154].

K HacTosiLLieMy BpeMeHU HaKanjmBaTCs CBELEHNS, B TOM YuC-
ne 1y NaLneHToB B3POCI0ro Bo3pacTa, 06 YCneLHoi paankanbHow
KOppeKLun paHee HeonepabenbHbIX UAn «norpaHuyHbix» BIC no-

cne Kypca J1IAT-cneuuduryeckoid Tepanum (Tak HasbiBaembli «treat-
and-repair» nogxog) [1, 2, 4, 11, 16-19]. OgHako OTHOLLEHWE K Ta-
KOW TaKTUKe JOMMKHO ObiTb AOCTATOYHO KPUTUYHBIM.

MokazaHmsa K onepaumam «06xoa» npasblX OTAENOB cepaua y
NauneHToB C YHUBEHTPUKYNAPHOI reMOANHAMUKOA BCECTOPOHHE
U3yyeHbl. FeMoguHamMn4eckasn Koppekuns yHKUNOHANbHO eANH-
CTBEHHOrO0 Xenyfoyka cepaua (onepauns PoHTeHa U ABYHanpas-
NEHHbI KaBOMY/IbMOHaSbHbIA aHACTOMO3) 60/1bHbIM ¢ JIAT npoTy-
Bonokasana [1, 4, 9, 146, 147]. MauneHTbl C YHUBEHTPUKYNSPHOI
reMOAMHAMIUKOWN, Y KOTOPbIX BBWAY NO3AHEr0 NepBoro atana Xu-
PYPrU4ecKOro feyveHnst pa3Buiach SBAAIOLLASACH NPOTMBOMOKA-
3aHMEM K TeMOJMHAMWU4YeCKOW KOPPeKLWUM Nero4Ho-cocyamcTas
60M€e3Hb, MOFYT UMETb COANAHCMPOBAHHbIN NEr04YHbIA KPOBOTOK,
OTHOCUTENbHO YA0BNETBOPUTENbHOE KA4YECTBO M NPOJLOSIKMTENb-
HOCTb XXM3HU.

6.1.2. 3HpoBackynapHoe neyexne

YpeckoxHoe 3akpbitne MMM, OMXKM unu OAM MOXET 6bITb
aNbTEPHATNBON XMPYPr4eCcKOM KOPPeKLUun, 0COOEHHO y nauneH-
TOB C COMYTCTBYOLLMMI 3a60/1eBaHNAMN. YPECKOXHbIE YCTPOIACTBA
04006peHsbl Ang Koppekuun BTOpudHbIX OMIM [2, 19, 188, 189].
[TepBuYHbIE K Sinus venosus AedeKTbl JOMKHbI 3aKPbIBATbCA WC-
KNOYMTENbHO Xupypruyeckn [2, 19, 190, 191]. JHpoBacKynspHO
MOTYT ObITb 3aKPbITbl MbILLEYHbIE, HEKOTOPbIE NePUMeMOPaHO3HbIE
ONVOKI 1 OAN [192-197].

6.1.3. MannnatnsHbie XUPYPruvecKkne BMELIATENLCTBA MPH
HekoTtopsix BIIC ¢ JIF

B HacTosiLiee BpeMs TPAHCMO3MLNA MarncTpasbHbIX apTepuil
YCMEWHO YCTPAHAETCS MyTeM apTepuanbHOro nepekmyeHns B
nepuofe HoBOPOXAeHHOCTU. OfHAKO B KIWHUYECKOW NpaKTUKe
[0 CUX MOp BCTPEYaloTCA NaLMeHTbl, KOTOPLIM Onepauus CBOeBpe-
MEHHO He 6blIra BbINoNHEeHa. Y B3pOCNbIX 60M1bHbIX C TPAHCNO3ULN-

Ta6nuua 6.1.2. Kpurepuu onepabenbHocTu B3pocnbix ¢ BIC, aprepuo-BeHo3HbiM copocom u JICC > 4 Ep Bypa
Table 6.1.2. Operability criteria for adults with CHD, arteriovenous shunt and PVR > 4 Wood units

Mokasarenb Poccuiickue pekomeHfauuu no
JIAT npu BINC y B3pocnblx,
2017 r. [9]*
OtHolueHue cuctonmnyeckoe JJ1A/ « MocTTpuKycnuaanbHble
cuctonuyeckoe Al nedoextsl: < 100% (/la-C)

« [peTpukycnuaanbHbie
Jedoextbl: < 70% (lla-C)
OtHoweHme Qp/Qs —

ApTepnoBeHO3HbIN COPOC « [lpe- n nocTTpMKyCnuaanbHble
nedoextsl: > 40% (lla-C)

NCC, EO Bypa/m? —

OtHowweHwe JICG/MNCC « [lpe- 1 NOCTTPUKYCNUAANbHbIE

nedoextbl: < 60% (lla-C)

Esponeiickue (ESC) Amepukanckue (AHA/ACC)
pekomeHpauum no BIC pekomeHpaaumm no BIC
y B3pocnblix, 2020 r. [4]* y B3pocnblix, 2018 r. [17]*
— lemognHamuka MMM, QMK
unu OATT:
e <172 ()
« 1/2-2/3 (IIb)
>15 >15

o 3-5— ana AMMMN, AMXXT 1 —
OAI (/la-C);
e UCXOJHO > 5:

o ang OMIM — cHuxeHne
< 5 nocne kypca JIATl-
CneLmduyeckon Tepanum
(/1b-C, 3aKkpbITHE C
(heHecTpaumei)
o ana OMXKI n OAN —
VHAMBWIYanbHas OLEHKA B
3KCMepTHbIX LeHTpax (/I1b-C)
— FemoauHamuka AMIMN, OMXKTT
unu OATIT:
e <1/3 (1)
« 1/3-2/3 (IIb)

Npumevanue (Note): Kypcnsom npuBeseHbI KNacc PEKOMEHZALMM U yPOBEHb [0KA3aTeNIbHOCTH. * — NALMEHT CYNTAeTCs onepabenbHbIM TObKO MpU COBM0AEHUM BCEX
yKa3aHHbIX KpuTepnes pekomenpaumnm (Class of recommendation and level of evidence in italics. * — the patient is considered operable only if all the specified criteria are met).
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el marucTpansHbix cocynos, AMXKIT n HeobpaTMOn nNero4yHo-co-
CYLUCTON 60Ne3HbI0 MOXET ObITb PACCMOTPEHO NaninaTUBHOE
npeacepaHoe NepeksloyeHne, nNpu KOTOPbIX FMNOKCEMUS 3HAYM-
TeNlbHO YMeHbluaeTcs, a IMXKIT coxpaHsieTcs OTKpbITbIM A5 06e-
CMeYeHNs NepekpecTHOro Un BeHo-apTepmanbHOro copoca KpoBK
(ta6n. 6.1.3.) [1, 2, 19, 198]. Co3pasaemas npu 3TOM reMoguHa-
MUKA WAEHTMYHA CUHLPOMY 3ii3eHMeHrepa npu U30aNpPOBaHHOM
OMOKTT.

Y B3pOCANbIX NALMEHTOB C HeonepabensHbiMu BINC 1 knanaHHoM
naronorueit MoXeT 6bITb PACCMOTPEHA KOPPEeKLMs KnanaHHOW na-
Tonorum (nnactmka/ npoteamposaHue) 6e3 3akpbitua LMK, 410
NPUBOANT K KOMMNEHCaLMN cepiedHON HeA0CTaTOHOCTU U YCTPaHe-
HUIO NocTKanunnapHoro komnoxenta JIr [1, 2, 11, 198]

6.1.4. lNannnatnBHbIe 3HAOBACKYNAPHbIE BMELIATENNLCTBA NPH
ocnoxrennax JIl y naynentos ¢ BIC

Y B3pocnbix naunentoB ¢ BIC, JTT 1 KNMHWUYECKN 3HAYUMBIM
KpOBOXapKaHbeM LienecoobpasHa Karetepusaums ceprua ¢ aopTo-
rpacpuen, a Npu BbIABIEHMU CUCTEMHO-NIEMOYHbIX KONnaTepanbHbIX
apTepuin — ux dHLOBACKynspHas ambonusaums [1, 4, 9, 19].

Y B3pocnbix naunentos ¢ BIC, JTT n knnHMYeckn npusHaka-
MU WWEeMWM MUOKapha LenecoobpasHa karteTepusaums cepaua
C CeNleKTMBHOW KopoHaporpadoueid, a npu BbISABNEHWA TeMOM-
HaMMWYeCcKy 3HAYMMOI KOMNPECcCUU neBO KOPOHAPHOW apTepum
LWNATUPOBAHHBLIM JIErOYHBIM CTBOSIOM MOXET 6biTb PACCMOTPEHO
3HA0BACKYNAPHOE CTEHTUPOBAHWE JIEBON KOPOHAPHOW apTepun [2,
4,5,19, 199].

MpeacepAHy0 CENTOCTOMMIO CNefyeT pacCMOTPEeTb Yy nauu-
EHTOB NOCNe pafukanbHOW GMBEHTPUKYNAPHON Koppekuumn BIIC,
nmetowwux JII 1lI-IV ®K, 4acTtble CuHKONE W/MNn TSXENy npa-
BOXENYL04YKOBYIO CEPLEYHYI0 HEOCTaTOYHOCTb, PedpaKTEPHYIO
K MakcumasnbHO BO3MOXHON JIAT-cneumdnyeckon Tepanuu unm
npu HeLoCTynHOCTW nocnefHen (taén. 6.1.3.) [1, 2, 7, 9, 19,
200-202]. O6LWuniA NpMHLKN CENTOCTOMUKU — CO3[aHne U anu-
TeNbHOE COXpaHeHMe MeXNPeacepaHOro Coo6LLeHUs C TaKol Be-
NUYUHON NpaBo-NeBOro cépoca, KoTopas o6ecnevnBaeT [eKOM-
Npeccuto npaebix OTAENOB CEpALa U YBESINYMBAET NPeAHarpysKy

neBbiX 663 BbIpaXXeHHOW runokcemun. K HacTOSALEMY BPEMEHN
ony6nnkoBaHa cepus paboT nMo MMNAAHTaUUM B MeXnpencepm-
HYI0 MeperopofKy NoAAepXMBaOLLMX 3aJaHHbIA AMaMeTp C006-
weHus yctponcts [1, 19, 200-202]. Mpouenypa NpoTUBONOKa-
3aHa npu nasnexun B MM Bbiwe 20 mm pt. ¢T. 1 Sat0, B nokoe
meHee 85% [1, 19].

6.1.5. TpaHcnnanTayna nerkmx

Y B3pOCbIX NALWEHTOB C pa3nuyHbiMu dpopmamu JTT npu BINGC
OK IlI-IV npn oTcyTCcTBUMM 0TBETA Ha MakcumanbHyto J1AT-cneun-
dhuyeckyto Tepanuio n 6bicTpOM nporpeccupoBaHum J1AT cnegyet
PaccMOTPeTb TPAHCMAHTALMIO Nerknx. Y 60MbHbIX C CUHAPOMOM
Jli3eHMeEHrepa peLLeHne 0 CpoKax TpaHCcnnaHTauum cneayet npu-
HUMaTb B3BELUEHHO BBUAY OTHOCUTENbHO YOOBIETBOPUTENbHON
€CTeCTBEHHOI BbbKuUBaemocTu [1, 2, 9, 203, 204, 205]. CornacHo
JaHHbIM peructpa MexayHapoLHoro o6LiecTsa TpaHcnnaHTauum
cepaua u nerkux npu cUHApome J3eHMeEHrepa npu «npocTbix»
BMNC meTofom BbIGOpAa MOXET ObiTb TPAHCMMAHTALUMA NErkux ¢
OAHOBPEMEHHOI Koppekuuen nopoka. OAHaKo nydwimne uexomnbl
HAOMILAIOTCA NPW TPAHCNIAHTALWUKU KOMMNJeKca Cephle—nerkue
[1, 9, 17, 203, 204]. KpaTKkoCpO4HbIA U LOMATOCPOYHbIA NPOTHO3
nocne TpaHCNAAHTALUN Y NALMEHTOB C CUHAPOMOM JN3EHMEHTe-
pa n JIAT apyroit aTMonorum conoctaBumMbl. 3a NOCNeAHee rofbl
YNYHWUAUCH Pe3ynbTathl JieveHus: 5- n 10-1eTHAA BbKMBAEMOCTb
pocturna 52-75% un 45-66%, cootseTcTBeHHO [203, 204].

6.2. 06wwme pekoMeH[aLuKn

O6Lime MeponpuATUS U CTaHAAPTHOE NeveHue y 60nbHbIX JIT
npu BIC COOTBETCTBYIOT TAKOBbIM Y BCEX KaTEropui NaLueHTOoB C
nosbiwenHeiM ANA [1, 2, 4, 5, 9, 17]. HemeankamMeHTO3HbIE Mepo-
NPUATAA UrPaAKOT BaXKHYIO PONb B BEAEHWUN 60MbHbIX U NO3BONAIOT
CHU3NTb PUCK KNMHUYECKOTO YXYALLIEHUS. [Tpe6biBaHue B BbICOKOT0-
pbe, HacTynneHne 6epemMeHHOCTI; BO3LENCTBUE BLICOKOW Temmepa-
TYPbI UKW BNIAXKHOCTY, BEAYLLIEN K Aunarauuy COCyA0B U TUMOTOHNN;
YpPE3MEpPHOEe HanpshkeHue, 3HaYUTeNbHbIE U3MEHEHNS BHYTPUCOCY-
AMCTOr0 06bemMa COMPSXKEHbI C PUCKOM OCMOXHEHWIA Y 60MbHBIX C
JII npu BMNC.

Tabnuua 6.1.3. MannnaTuBHbIE XUPYPrudeckne U 3HA0BACKYNAPHbIE BMELLaTeNbeBa Y B3pochbix ¢ BIC n JIT
Table 6.1.3. Palliative surgery and endovascular interventions in adults with CHD and PH

PexkomeHpauum

Knacc pekomenpauuu/
YPOBEHb 10Ka3aTeNbHOCTH

MannuatusHbIE XMpYpruyeckue BMeLlaTenbcTea npu Hekotopbix BIC ¢ JIF

Y B3pOC/bIX NALWEHTOB C TPAHCNO3ULMeNR MarucTpanbHbix cocynos, MMM n Heo6paTMMoNn Nero4Ho-
COCYANCTOW 60Ne3HbI0 MOXET ObITb PACCMOTPEHO NanNaTUBHOE NPeACEepPAHOE NePeKNoYeHne 6e3 3aKpbITus lIb-C

OMXIT [2, 17, 19, 198].

Y B3pocnbIx nauneHTos ¢ BIC, Heo6paTUMOoil nero4HON-COCYANCTON 6OME3HbI0 M KNanaHHOI NaTonorune
MOXET ObITb PACCMOTPEHA KOPPEKLIMS KNanaHHON NaTtonoruy (NNacTuka/npotesupoBaHne) 6e3 3akpbiTus lIb-C

LMK [2, 17, 19].

MannuatuBHbIE 3HAOBACKYNAPHbLIE BMELLIATENLCTBA Npu ocnoxHenusx JII y naymentos ¢ BIC

Y B3pocnbix nauneHTos ¢ BIIC, JIT 1 KNWHNYECKU 3HA4MMbIM KPOBOXapKaHbeM CrieflyeT pacCMOTPETb

lla-C

SHJ0BACKY/NAPHYIO 3MOOIU3ALMI0 CUCTEMHO-NEr0YHbIX KosaTepanbHbIX aptepuii [2, 17, 19].

Y B3pocnbIx nauneHTos ¢ BIC, JTT n KAMHUYECKN U reMOANHAMUYECKN 3Ha4YUMbIM CTEHO30M NEBOM
KOPOHAPHOI apTepuu BCEACTBUE €6 3KCTPaBa3aibHOM KOMMPECCUN AUIaTUpOBaHHOM JTIA MOXET 6bITb lIb-C
paccMOTPEHO 3HLO0BACKYNAPHOE CTEHTUPOBAHWE JIEBOI KOpOHapHoW apTepum [4, 17, 19, 199].

Y B3pOCAbIX NALUEHTOB NOCNE PafnKanbHON 6UBEHTPUKYNSPHON Koppekuun BIC, umetowmx T -1V ©OK,

YacTble CUHKOME /WM TSHKENYI0 NPaBOXXeNyA04KOBY0 HEA0CTaTO4HOCTb, PEPPAKTEPHYIO K MaKCUManbHON

lla-C

JNNAT-cneumncnyeckomn Tepanum, a Takxxe npu HegocTynHocTy JTAT-cneunduyeckoir Tepanuun cnegyet

paccmoTpeTb NpeAcepaHyto centoctommio [1, 2, 17, 19, 200-202].
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du3nyeckas akTMBHOCTb y 60nbHbIX ¢ JIT npu BIIC B noBcea-
HEBHOW XXM3HM JO/HKHA COOTBETCTBOBATL JONYCTUMOMY YPOBHIO: HE
NPOBOLMPOBATL PA3BUTUSA BblIPAXEHHbIX KIMHUYECKUX CUMMTOMOB
— O[bILLKN, FONOBOKPY)XEHWIA/ CUHKONe, 60nen B rpyan. 3anpe-
LIAK0TCA (DU3NYECKNE HArpy3KW Nochne efbl, Npyu He6IaronpuATHOM
TemrneparypHom pexume (taon. 6.2.1.) [1, 4, 5, 206-209]. Boinon-
HEHWe eXXeJHEBHbIX J03MPOBAHHbIX (HM3NYECKMX HArpy30K Cnoco6-
CTBYET YNYHLIEHUIO KQ4ECTBA XKWN3HN U KITMHNHECKON CUMITOMATUKN.
MauneHTam pekoMeHLyeTCa NOAAEPKMBATL afleKBAaTHOE COCTOAHME
CKENIETHOW MyCKynatypbl. YNy4lleHnio nokasatenen (u3n4eckoro
craryca 60JIbHbIX CNOCO6CTBYIOT CreLuanbHbIe NporpaMmsl no pea-
ounuTaunu nog TLaTeNbHbIM MELULMHCKUM KOHTPONEM.

bepemeHHocTb y naumeHToB ¢ JIAT-BIC conpsixKeHa ¢ BbICOKUM
PUCKOM CMEPTHOCTU, OCOBEHHO B MNepu-/nocneposoBoM Nepuoge
13-3a reMOANHAMUYECKUX HAPYLLIEHWI 1 OCNOXHEHWA B BUAE KPO-
BOTEYEHM. Hanbosnee yacTble CLEHapun MaTepUHCKO NeTanbHOCTH
BKJTI04AIOT OCTPYIO NPaBOXXENYLOYKOBYIO HEAOCTATOMHOCTb, UHCYNLT
BCNEACTBME NapafoKcanbHOW 3MO0NMMM U3-32 BHYTPUCEPLEYHOrO
LIYHTUPOBAHUA. HacTO OTMEYaKOTCA NPEXLEeBPEMEHHbIE POabI U 3a-
[epxka pocta nnoga [1, 4, 210-212]. CornacHo COBPEMEHHbIM pe-
KOMeHZaumuaM 6epemMeHHOCTb NPOTUBONOKa3aHa naumeHTkam J1Al B
CBA3W C BbICOKOI MaTepuHCKoil cMepTHOCTbIO (30-50%). bepemen-
HOCTb Y MALMEHTOK C LMaHo30M npu oTcyTcTBuu JII conpskeHa co
3Ha4MTeNbHbIM pUcKam Ans marepu v nnoga. Sp0, < 85% u remorrno-
6uH > 200 r/n ABNAOTCA HaMbonee BaXXHbIMKU NPeauKTopamMmn marte-
PUHCKOI NeTanbHOCTK [2, 17]. LnaHo3 npescTaBnser 3Ha4nTeNbHbIi
PUCK )15 MNI0AA: NpU catypauuu Kucnopopa < 85% manoBeposTHO
poXAeHWe XunBoro pebeHka (<12%) [210]. B cnyvae 6epemeHHOCTY
60sbHas J0MKHA 6bITb NpeLynpeXxxneHa 0 BbICOKOM PUCKE NIETlIbHO-
ro MCxofa n Heo6XOAMMOCTM NPepbIBaHNA 6epeMEHHOCTM.

Bcem maumeHTKam penpoaykTUBHOMO BO3pacta A0SIKHbI ObITh
PEKOMEHJ0BaHbl Mepbl KOHTpaLenuuu (Taén. 6.2.2.) [1, 9, 23, 210].
Mpeano4YTUTENIbHO UCMOJb30BAHNE 3CTPOreH-HECOAEPXKALLMX KOH-
TpauenTuBoB, 6apbepHbIX METOA0B KOHTpALEnuuu, npoBejeHne
XUPYPruyeckoi crepunmaaumn. bapbepHble MeTofabl 6e30nacHbl,
HO He 06ecneYnBatoT HafexHo KoHTpauenuuu. MNpenaparsl npo-
recTepoHa (MeApOKCUNPOrecTepoHa aleTar, 3TOHOrecTpesn) ad-
(peKTUBHbI 1 6€30MaCHbI B CBA3M C OTCYTCTBUEM MOTEHLWANBLHOIO
pucKa, CBA3aHHOr0 C NPUMEHEHUEM 3CTPOreHoB. bo3eHTaH MoXeT
CHWXaTb (PMEKTUBHOCTL OpasibHbIX KOHTPALENTUBOB, MO3TOMY
AN JOCTUXEHWUS HAfIeXHOro agpdhekTa LenecoobpasHo coYeTarb
[Ba MeToAa KOHTpauenuun. Bo3MOXHO NPUMEHEHWE MHTpasaru-
HaNbHbIX NPenaparos.

3amecTutenbHas ropMOHabHas Tepanus nokasaHa MauueHT-
kam ¢ JII npu BIC B nocTmeHonay3e npu BbIPAXEHHbIX KIMMaK-
TEPUYECKMX CUMNTOMAX B YCNOBUAX aA6KBATHOWN aHTUKOAryNAHTHON
Tepanun [1, 5, 23].

Tabnuua 6.2.1. Pexomenaauuu no (yu3n4ecKon akTUBHOCTH
Table 6.2.1. Physical Activity Recommendations

MytewecTBua. Asuanepenetsl Ha BbicoTe Ao 1500 M 06bI4HO
XOPOLLO nepeHocATcs nauneHtamu [1, 2, 4, 9]. Cnefyet y4uTbiBath
PUCKMN, CBA3AHHbLIE CO CTPECCOM, 00E3BOXMBAHUEM, NPUEMOM an-
KOrOMbHbIX HANWTKOB, MPeAnpuUHUMATL Mepbl M0 NPOQUNaKTUKe
Tpom603a rMy6OKMX BEH HKHWUX KOHeYHocTenl. [lpebbiBaHue Ha
60nbLLIOM BbICOTE (> 2500 M) 60N1bHBIM HE PEKOMEHLYETCA, NPU He-
06X0AMMOCTI CNeayeT paccMaTpuBaTb NOCTENEHHOE BOCXOXAEHME.

BonbHbiv JII ¢ napumanbHbiM fasnennem O, B apTepuanbHo
Kposu MeHee 8 Kla (60 MM pT. CT.) BO BpeMs aBManepeneToB He-
06X0AMMO NPOBOAUTL OKCUreHoTepanuio (Tabn. 6.2.2.) [1, 4]. Cko-
poCTb 2-3 NI/MWH JOCTATO4HA [N NOBbILEHUS AaBEHNA KUCIIOPO-
[a [10 YPOBHS COOTBETCTBYIOLLETO YPOBHIO MOPS.

Bcem naumeHtam, Bble3XatolWUm B LpYyrue CTpaHbl, Creayert
MMETb Npu ce6e MeaULMHCKNE LJOKYMEHTBI, JaHHbIE O MECTOHAX0X-
JeHun 6nvxanwero MectHoro ueHtpa JIl, Heo6X0AMMYH KOHTAKT-
HYI0 MHhOPMALMIO.

Meuxonornyeckas nomoLwb. /1T 0ka3biBaeT CYLLIECTBEHHOE BINS-
HUE Ha (PU3NYECKOE, NCMXOMNOrNYecKoe, COLMabHOE, 3MOLNOHANb-
HOE COCTOAHME 60NbHLIX [1, 4, 9, 213]. [aUMEHTbI UCNbITLIBAIOT CY-
LLIECTBEHHbIE OrPAHUYEHNUA B BbINOSHEHUN (DU3NYECKMX HArpPY30K.
VHdhopmauus o TaxecTu 3a6051eBaHms, nonyvyeHHas 60NnbHbIMU U3
HEMEOMLNHCKUX MCTOYHMKOB, NMPWUBOLMUT K MOBbILEHHOW TPEBOre
WIn [enpeccum, YTo CYLECTBEHHO CHUXAET Ka4yecTBO XW3HW. [ns
ajiantauuu nauneHToB B XNU3HW 1 06LLECTBE, MOHUMAHWUA CBOEN 60-
Ne3HK MokaszaHa NoMOLLb MCUXosiora Uian ncuxmarpa, noagepxka
CeMbM, NALMEHTCKNX opraHusaumi (taén. 6.2.2.).

MpodmnakTuka MHPEKLMOHHBIX 3ab6oneBaHnin. Bo3HMKHOBEHME
MHEBMOHMN yCyrybnser Te4yeHwe 3aboneBaHus, TpebyeT BO BCEX
CNy4asax ObICTPOA AWArHOCTUKM W HEMELIEHHOr0 Hadana adgek-
TWUBHOrO neyeHus. CneayeT pekoMeHA0BaTh NaLueHTaMm BakLMHMPO-
BaHMe OT rpunna v NHeBMOKOKKOBOI MHdbekuun (Taén. 6.2.2.) [1, 2,
4, 9]. Bcem naumeHTam ¢ BINC nokasaHa npodunaktuka nHgeKLm-
OHHOr0 3HAOKapauTa.

MpodmnakTuka BO3AYLWHOHA 3M60MM NPU UCNONb30BAHUK BE-
HO3HOr0 AOCTYNA C MCMOMb30BAHWEM BO3AYLLUHOTO (oUNbTPa MoKa-
3aHa BCEM BONbHbIM C CUHAPOMOM Jii3eHMeHrepa [2].

Xupypruyeckas nomowub. [1poBefeHNe XMPYPrUYECKUX BMELLA-
TeNbCTB Y 60/bHbIX JTAT CONPSXXEHO C BbICOKUM PUCKOM OCOXHE-
HWit, 0cobeHHo npu OK IV (BO3), a Takxe B cny4ae TOpakanbHOM
Unn abAoMUHANBHOI onepauui. NpesnoYTUTENbHBIM BULOM aHECTe-
310JI0MMYECKOro Noco6mMs ABNAETCA MECTHas, NPOBOAHWKOBAsA UMK
anuAaypanbHasa aHecTesus, KOTopas NepeHocuTCa Jydile, Yem o6Las
(Tabn. 6.2.2.) [1, 23, 214, 215]. Heo6x04UM0 3apaHee OCYLLECTBNATb
nepesof 60NbHbLIX C NEPOPATIbHON AHTUKOArYNAHTHOA Tepanuu Ha
NOAKOXHOE WNN BHYTPMBEHHOE BBEJEHME npenaparos. B nocneone-
paunoHHOM nepuoge 60sbHbIM ¢ J1I 06513aTeNbHO NPOBOAMTCA NPO-
(hunaktka TpoM6030B rMy6OKKUX BEH roneHen [5, 214, 215].

Pekomenpauuu Knacc YpoBeHb
pexomMeHpauun AoKa3aTeNbHOCTH
bonbHbIM ¢ JTT npu BIC pekoMeHAy0TCA eXXeAHEBHbIE 403MPOBAHHbIE U Perynupyemble MU3nyeckue lla B
Harpy3Ku, He BbI3bIBALOLLIME YCYTryOeHUs KNUHUYECKO cuMmnToMaTtukm [1, 4, 9, 81]
bonbHbiM ¢ JIT npu BIIC, nonyyatoLinm ageksaTHyro Tepanuio, pPeKOMEHA0BaHO NPOBeJeHne lla B

pea6|/|n|/|Tauvm ANA ynyyLeHns (usnyeckoro cratyca B pamMKax cnewunanbHbIX Nporpamm noj

MOCTOSAHHBIM MEAMLMHCKUM KOHTponem [1, 4, 9]

BonbHbiM ¢ JII npu BIIC He pekoMeHayoTCs Ype3mepHble u3nyeckue Harpysku [1, 4, 9] 11} C
bonbHbiM ¢ JII npu BINC He pekoMeHAYTCA (PU3NYECKUEe HArpy3Ku Nocse efpbl, Npu HebnaronpUATHOM 11} C

TemnepaTypHoM pexxume [1]

BonbHbIM ¢ JIT npu BIC He peKOMeHAYTCA (OU3NYECKME HArpy3KK, KOTOPbIE MPOBOLMPYIOT 11} C

BbIPXEHHYI OABILLKY, CUHKONE, 6051 B rpyau [1]
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KoHTponb ypoBHA remorno6uHa. lMauueHTbl KpanHe 4yBCTBU-
TeSbHbI K CHYXKEHUMIO YPOBHA reMOrnobuHa B KpOBHW, NO3TOMY Aaxe
nerkas aHemus Tpebyet 66ICTPOro 3 eKTUBHOIO NieveHus. Mauyu-
eHTbl ¢ JII npm BIIC 4acto umetoT aeduumt xenesa, HeobXoaum
PErynApHbIA MOHUTOPUHT YPOBHA CbIBOPOTOYHOrO Kenesa W re-
MOrI06MHa B CBA3U C NOTEHLUMANIbHBIM BIIUSHUEM XXene3oaeduum-
Ta Ha NEPeHOCUMOCTb (DU3NYECKMX HArpy30K U CMEepPTHOCTL [1, 2,
4,23, 216]. Y naumeHToB ¢ CUHAPOMOM J3eHMEHIepa BTOPUYHbINA
3PUTPOLNTO3, KaK KOMNEHCATOPHBIN MEXaHW3M, HanpasineH Ha yBe-
NNYeHne LOCTaBKU KMCIOPOLA K TKaHAM, YTO TPeOyeT afeKBaTHbIX
3anacoB enesa. OnTumanbHble METOAbI BOCMONHEHNA aeduumta

Tabnuua 6.2.2. PekomeHaauuu no o6wmM MeponpuATHAM
Table 6.2.2. Recommendations for general activities

)Kenesa B 3TUX YCNOBMAX OCTAKOTCH CMOPHbIMI B CBS3M C PUCKOM
Ype3MepHOro apMTPON0a3a U CUMNTOMOB rUNEPBA3KOCTM [2].

Femoakcayaum 6onbHbIM ¢ J1T npu BIC He nokasaHbl, NOCKONb-
Ky BbI3bIBAIOT MW YCYrybnatT >XenesoaeuuUuTHOE COCTOsHME,
MOTYT 6bITb CBA3aHbI C NOBbILLIEHHBIM PUCKOM MHCYNbTA. [1pu ypoB-
He remaTtokpuTa > 65% W HanU4UN CUMNTOMOB, YKa3bIBAKOLLMX Ha
MOBbILLEHHYIO BA3KOCTb KPOBM (FOf0BHbIE 60K, HAPYLIEHWNE KOH-
LLEHTPaLMM BHUMAHKSA), NOKa3aHbl KPOBOMYCKAHMS C BO3MELLEHNEM
06bema LMPKYNMPYIOLLEi KPOBX 1 BO3BPATOM MNa3Mbl, 4TO CrieayeTt
NPOBOANTL C OCTOPOXHOCTbIO, Y4MTbIBAsi Pa3BUTUE BO3MOXHOIMO
Jedomunta xenesa [2, 23, 81].

Pekomenpauuu Knacc YposeHb
pexomeHaaumMn pAoKasaTenbHOCTH
PekomeHayeTcs MMMYHU3aLMs NPOTUB FpUnna U MHEBMOKOKKOBOI WHADEKLMM nawmnentam ¢ BINC u JIT I C
AN npegynpexaeHns nporpeccupoBaHng 3a601eBaHns Ha (DOHE MHTEPKYPPEHTHON UHdekuum [1, 4,
9, 81].
MauwnenTam ¢ JIM npu BIC pekomeHaoBaHa nomolb ncuxonora [1, 4, 9]. I C
Mpu ncnonb30BaHUM BEHO3HOTO JOCTYNA Y 60SbHbIX C CUHAPOMOM J3eHMeHrepa peKOMeHA0BaHa I C

TLlaTeNnbHasA npounaktuka améonuu [1, 2, 4, 9].

PekomeHayeTCs AONONHUTENBHOE HA3HA4YeHMe KUCOPOAA Npy aBuanepesietax nauueHtam ¢ BriC u Ji lla C
npu chyHKumoHanbHom knacce IlI-1V (BO3), napumanbHom fasneHun 02 B apTepuanbHOii KpoBK < 8

kMa (60 mm pt. cT.) [1, 4, 9, 81].

Mpy NNaHoBbIX XUPYPriAYecKIX BMeLLATeNbCTBAX naLmeHTam ¢ BIC u JIT peKoMeHyeTcs perioHapHas Ila G

aHecTesuns Ans npeaynpexxaeHns ocnoxHenun [1, 2, 81].

Mauuentkam ¢ JII npu BINC npoTuBonokasaHa 6epeMeHHOCTb [1, 4, 9, 210]. 11}

Mpu HacTynnenus 6epeMeHHOCTI naumenTkam ¢ BINC npu Hanuyum JIT 1 umaHo3a pekomeHayeTcs I C

MCKYCCTBEHHOE npepbiBaHue [9, 210].

PekomeHAayeTcs ncnosib30BaHue 3CTPOreH-HecoAepKallux KOHTPaLenTuBoB, 6apbepHbIX METO0B I C
KOHTpauenuuu, NpoBeAeHNEe XMPYPrMYecKoi ctepunudaumn naumeHtkam ¢ J1I npu Br1C B

penpoaykTusHom nepuoge [1, 9, 81, 210].

3amMecTuTenbHas ropMoHanbHas Tepannus pekoMeHayeTcs naumeHTkam J1T B nocTMeHonayse npu lla B
BbIDKEHHbIX KIMMAKTEPUYECKUX CUMNTOMAX HA (hOHEe afieKBATHOW aHTUKOArynsHTHOW Tepanuu [1, 4,

81, 210].

Tabnuua 6.2.3. MpocmnakTuydeckue Mepbl AN NPeA0TBPALLEHNA PUCKA OCNOXHEHHIA Y NALUMEHTOB ¢ LMAHOTUYHbIMKM BIIC [2]
Table 6.2.3. Preventive measures to prevent the risk of complications in patients with cyanotic CHD [2]

Cnepyet usberarb:

bepeMeHHOCTb Y NauyMeHTOK C CMHAPOMOM JM3eHMEHrepa Uy NaLMeHToK ¢
umaHo3om 6e3 JIAT ¢ HacblILLeHeM apTepmanbHOi KpoBu Kucnopogom <90%

9CTporeH-cofepiKaLLme KOHTpauenTuBbl

JedonuuT xenesa u xenesofemuumnTHas aHemus (He060CHOBaHHbIE

thrie6oTOMUM)
HeafiekBaTHas aHTMKOAryNAHTHaA Tepanus

WNHeKLMoHHOe 3a60/1eBaHe (DEKOMEHIyeTCs BaKLMHALMA NPOTUB Fpuina u

MHEBMOKOKKa)

06e3B0XMBaHNE

KypeHue, HapkoMaHus, Y4peamepHoe ynoTpe6reHme ankorons

TpaHcBeHo3HbI KC/NKL
YpeamepHas U3nYeckas Harpyska

Ilpyrue cTpaTeruy CHWKEHNA pUCKA BKNIOYAIOT:
KoHcynbTaLun No KOHTPaLenLUun npu KaXao0M NoceLLleHnn
KNUHNKN

JKenesocogepxxalume npenaparbl Npu gednunte xenesa u
Xene3oaedULMTHON aHeMUK

KoHcynbTauna kapauonora nepeg HazHadeHmem Jito60oro
NeKapCcTBEHHOr0 npenapara. 1 BbINONHEHWEM NO6OK
XUPYPTN4ECKON / UHTEPBEHLMOHHO NpoLesypb!
HesameqnutenbHan aHTMbakTepuansHas Tepanus B cryyae
MHCEKLMOHHBIX 3a60N1eBaHUI

OCTOPOXXHOE UCMOb30BAHNE WU 0TKA3 OT NEKAPCTBEHHbIX
CPEACTB, HapyLIAIOLLNX (DYHKLMIO NOYeK

Wcnonb3oBanme BO3AYLIHOMO hmnbTpa BO BHYTPUBEHHOM
MHGOY31K 4ng NpefoTBpaLLeHns BO3LyLLIHON amM60nnu

Peskoe B03aeNCTBIE Tenna (CayHa, rnapoMaccaXHas BaHHa UK Fopsaymil

OyLL) UNK 3KCTPEMANbHOTO X0NOofa
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Mpu Hanu4un gedpuumta xenesa (MCV < 80 MK, CHYXXEHUM Cbl-
BOPOTOYHOIO Xene3a) creflyeT NPOBOAUTL TEPaNMI0 XKene3ocomep-
XaLMMuW npenapatamu B yCAOBUSX TLLATENbHOr0 HabnoaeHns. Mpu
BbIPOXXEHHOM [edhMLMTE XKeNesa 1 aHeMU MOXKeT NOTPe6oBaTbCS
nepenuBaHme KpoBu.

MpodnnakTuyeckme Mepbl Ans NPeAoTBPALLEHNS PUCKA OCNOX-
HEHUA Y NALMEHTOB C LWMaHOTMYHbIMK BIC cymMMUpoBaHbl B Tabn.
6.2.3.

6.3. JlekapcTBEHHaAnA Tepanus

Y 6onbHbIX JII npu BINC npoBoguTca nogaepxusaiowas (auy-
PETUKKM, OpaNibHble AHTUKOAryNAHTbl W [e3arperaHTbl, CepAeyHble
TMIMKO3UAbI, OKCUTEHOTEpanus) 1 cneuuuyeckas Tepanus, BKIO-
YaloLLAs aHTArOHUCTbI PELIeNTOPOB 3HAOTENMHA (APJ), MHTMOUTOPSI
ocdoamnactepassbl Tuna 5 (MPOL35), cTMMynaTopbl pacTBOPUMON
ryasunarumknassl (prl), npoctaHoufbl, arOHWUCTbI PeLenTopoB
npoctaumknuHa [1, 2, 7]. N3-3a cnoxHocTtn Tepanumn J1Al 1 B03-
MOXHOr0 W3MEHeHMs pexxuma npuema npenaparos Heo6xoaumo
KOHTPONKUPOBATL MPUBEPXKEHHOCTb NALUEHTOB K JIEYEHNIO.

6.3.1. llogpepxusarowyan Tepanus

InypeTnkn pekomeHayoTcs BO BCex cnydasx MK cepaedHoil
HEeA0CTATO4YHOCTY, NO3BOMSAKT YAYHWWUTb KMNUHNYECKOE COCTOSIHWE
60nbHbIX (Tabn. 6.3.1.). [lo3bl AUypeTUKoB LOMKHbI aKKYpaTHO TH-
TPOBaTbCA BO M306EXaHME PE3KOro nafeHus o6bema LUPKYIupyto-
LLie/A KPOBU U CHIDKEHWUS apTepuanbHoro gasnenus [1, 4, 5, 217].
MpumeHstoTCA NeTnesble AnypeTuku: ypocemmg 20—120 mr/cyTknm,
aTakpuHoBas kucnorta 50-100 mr/cyTku, Topacemng 5-20 Mr/cyTKu.
Llenecoobpa3Ho Ha3Ha4YeHWe aHTarOHWUCTOB anbAOCTEPOHA: BEPO-
wnupoH 25-150 mr, annepeHoH 25-50 Mr, a TakXe aueTasonamuga
Kypcamu B TedeHue 3 AHeil. Bo BCex Cry4asix HasHa4YeHus auype-
TUKOB TPeOYeT TLIATENbHOIO KOHTPONS 3a YPOBHAMU 3NEKTPONIMTOB
KPOBU 1 COCTOSIHMEM NOYeYHON doyHKLmMK [1, 23, 81].

OpanbHble aHTUKoarynauTbl npu J1AT Ha core BIC B oTnnyume
oT I Ha3Ha4atTCcs Ha OCHOBAHWUM VHAWBUAYANbHOW OLEHKI COOT-
HOLLEHNA puck/nonb3a [1, 4, 218]. Kak npasuno, aHTUKoarynsHTHas
Tepanus He Ha3Ha4aeTcs 13-3a BOSMOXKHOMO PUCKA KPOBOTEYEHWIA
3 pacLUNPEHHbIX 6POHXUANbHBIX apTePUid, a TakKe TPOMOOLMTO-

Ta6nuua 6.3.1. MopaepxuBarowlan Tepanus
Table 6.3.1. Supportive care

neHnn. 110 MHEHMIO 3KCMEPTOB, NPU OTCYTCTBUM 3HAYMMOr0 KPOBO-
XapKaHb$ Ne4eHne NepopanbHbIMN aHTUKOAryNSHTaMI MOXET ObIThb
paccMOTPEHO Y 6ONbHLIX ¢ UOPUNASUKeid npeacepani, Tpomoo-
30M J1A unu cumnToMammn cepaevHon He0CTaTOHOCTH.

MauneHTbl ¢ BMC MMeoT NOBbILLEHHbIA PUCK TPOMBO3IMBOMNYe-
CKMX COObITWIA, HO AaHHbIe MO NPOUNAKTUHECKOMY NPUMEHEHUIO
AHTWKOArynsHTOB OrpaHMyeHbl. Y NaLuMeHTOB ¢ BHYTPMNPEACEPAHON
peuunpokHon Taxukapamen (BMPT) unn dombpunnsumen npeacep-
aun wkansl CHA2DS2-VASc n HAS-BLED sBnsitoTcst NONE3HbIMK Y
B3POCMbIX NALWMEHTOB C NPUOBPETEHHbIMI NOPOKaMK CepAaLa, OAHa-
Ko npu BINC nonyyeHHble 6ansbl creayetT NPUMEHNATb B COHETaHUK
C VHAMBMAYAIbHO OLeHuBaemMbIMK puckamun [2,18,218-221]. Tpa-
ANLNOHHO aHTaroHUCT BuUTaMuHa K BapdhapuH ncnonb3yetcs Ans
npoUNaKTMKN TpPOMO0IMOONNYECKNX OCNOXHEHWIT U COCTABNSAET
OCHOBY MeANKaMeHTO3HOM Tepanuu (1aon. 6.3.1.). Mpu Ha3HaYeHum
BapapuHa uenesble 3Ha4eHus MHO cocrtasnsioT 2,0-2,5, 6onee
BblCOKOe Lienesoe MHO paccmatpuBaetcs npu Hanuyum Apyrux
thaktopos pucka [1, 4, 5, 81]. Cneayer 06paTUTb BHUMAHUE Ha
TO, YTO NIOXHOBbICOKME 3Ha4eHus MHO moryT onpeaensaTbcs npu
BbICOKOM remMatokpute. [ins BTOPMYHOA NPOCMNAKTUKN OpanbHble
AHTWKOArynsHTbl PEKOMEHAYIOTCS nauueHTam ¢ TpomM60oambonnye-
CKMM COObITUEM, BHYTPUCEPAEHHbIM AN BHYTPUCOCYANCTLIM TPOM-
6030M, (hnbpunsaumen npeacepaun.

Y nauueHToB ¢ BIC npsmble opanbHble aHTUKOAryNnsHTblI M0-
TEHUMUANLHO ABNAKOTCA 6€30MacHbIMU U 3DMEKTUBHLIMI NPU OT-
CYTCTBUWN MEXAHMYECKWUX KMamaHOB WM TSHKENOro MMTPaNbHOMo
CTeHo3a [2, 19, 222]. AHTUKOArynaHTHas Tepanus pekoMeHmyeTcs
npu NAPOKCU3ManbHOM 1 NOCTOSAHHOW MOPUNNALMN Npeacepanii/
BMNPT y naumeHToB ¢ ymepeHHbIM/TshxenbiM BIC. Y naumeHToB ¢
nerkum BIIC cnenyet ucnonb3oBatb nokasatenun CHA2DS2-VASc
1 HAS-BLED B cooTBeTCTBUM C 06LWMMU pekOMeHaaumamu [2, 18].

Mocne onepauun ®oHTeHA 3(EKTUBHOCTL AHTUKOArYNAHTHON
Tepanuu He n3yyeHa. PUCK KpOBOTEYEHMS CNEMYeT Y4uTbIBaTh M COMO-
CTaBNSATb C PUCKOM TPOMO030B, 0COOEHHO Y NALMEHTOB C LiMaHO30M.

OkcureHoTepanusa pekomenayetcs Bcem 6onbHbIM J1T ¢ BIIC
npu Hanuuuu pecatypauun B nokoe Sa0, < 90% (Ta6n. 6.3.1.).
lMomaepXnBatoLLY0 OKCUreHOTepanuio cneayeT paccmaTpuBath npu

Pekomenpauum Knacc YposeHb
peKomMeHaaunMn AoKasaTenbHOCTH
BonbHbiM JIT 1 BIIC ¢ ABNEHMAMU NPaBOXXEeNYA04KOBOI CepeyHON HEAOCTATOYHOCTI U 3afePXKKI I C

XXMIKOCTM PEKOMEHLYETCA Ha3Ha4eHue nuypetukos [1, 4,9, 81].

[Mpn OTCYTCTBMM KITIMHUYECKN 3HA4YMMOTO KPOBOXapKaHbs PEKOMEHYeTC HasHa4eHne BapapuHa lla B
60s1bHbIM ¢ JIT 1 BINC npu Hanu4um onbpunnaumum npeacepanii, Tpom60308 UM XPOHUYECKO

cepAeyHoN HefocTatoqHOCTM ¢ focTxeHrnem MHO 2,0-2,5 [1, 4, 9, 81].

HasHa4eHue NpsMbIX 0panbHbIX aHTUKOAryNsHTOB pekoMeHyeTcs nauuentam ¢ JIF npu BMNGC npu IIb C
HEBO3MOXHOCTW Ha3Ha4yeHua BapapuHa [1, 4, 9].

HasHa4eHue ae3arperaHToB He pekomeHayeTcs 60MbHbIM ¢ JT npu BIIC npu oTcyTCTBUN Il C
COOTBETCTBYIOLLMX NOKasaHuii [1, 4, 9]

AnwutenbHas noctosiHHas Tepanus 0, pekometayetcs 60nbHbIM JTT ¢ BI1C npu napumnanbHom AasneHnm I C
0, B apTepuanbHoi kposu metee 8 Ka (60 mm pt. cT.) [1, 4, 9]

Jleyenue aHemmu/gedonumTa xenesa pekomeHayercs scem 6osbHbIM ST npu BIC [1, 4, 9] lIb C
HasHa4eHue gurokcmHa pekomerayetcs 60nbHbIM J1T npu BI1C ¢ Hamxenyno4KoBbIMU TaxmaputMusmu b C

LNs YpeXKeHUs Xenyno4kosoro putma [4, 9, 17].

HasnadveHune bKK, MHrM6MTOPOB aHroTeH3MH-NpeBpaLLatoLLero pepmeHTa, 610KaTopoB PeLenTopoB Il C
AHrMOTEH3WHa, B-anpeH06110KaTopoB, MBabpaamHa He pekomeHayetcs 60nbHbIM ¢ J1T 1 BI1C npu
OTCYTCTBMW CONYTCTBYIOLLIEI NATONOrMM — apTepuanbHoi runeptoHuun, NBC, neBoxenyno4koBoi

cepAeyHon HejocTatoyHocTu [1, 4, 9]

HasnadqeHune bKK He pekomeHzyeTcs 60MbHbIM C CMHAPOMOM Jn3eHMeHrepa [1, 9, 19] Il C
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YCNOBUW, 8CNM OHA NPUBOANT K NOBbILLEHMIO caTypauuu O, apTepu-
anbHoit kposm (Sa0,) 1 o6neryaeT KNMHMYECKYO cuMNTOMaTuKy [1,
4,223]. PekomeHayeTcs 60/bHbIM C COMYTCTBYOLLEN XPOHWUYECKOM
06CTPYKTUBHOW 60NE3HbID NErKNUX Ha NPOTSXKEHWUM He MeHee 15 ya-
coB B CyTKM [9, 81, 224]. B ambynatopHbIX YCNOBUAX OKCUrEHOTE-
panus Heo6xo4uma NS yrydieHns KNUHUYECKON CUMNITOMATUKK,
KOppeKLmn fecatypauuu npu Msn4eckom Harpyske.

CepaeyHble rNMKO3uAabI U MHOTPONHbIE Npenaparbl

KnioueBblM MexaHu3MOM pasBuUTUS W NPOrPECCUMPOBAHNA Cep-
Je4HOIT HeaocTaTo4HOCTM Y 60nbHbIX 1T ¢ BMNC fBNAeTCA CHMXKEHNe
COKpatuTenbHoi cnocobHocTu XK (Taén. 6.3.1.) [2, 5, 17, 225].
HasHadveHne aurokcuHa 0,125-0,25 mr/ cyTKn pekomeHayeTcs Ans
YPEXEHUS Xenyno4KoBOr0 pPUTMA NPU HAIKENYLOYKOBbLIX Taxua-
putMusx [5, 23, 226]. Ons ynydwenns CB npuMeHsOTCS MHOTPON-
Hble mpenapatbl (BO6YTaMWUH, MWUIPUHOH, JIEBOCUMEHAAH) 1, Npu
Heo6X04MMOCTU, ANA NOLAEPXaHUS apTepuanbHOro AaBfieHus
(HopanuHedpun) [1, 5, 23]. ViHoTponHas noaaepxka B psage cnyya-
€B N03BONAET JOCTUYbL CTABUNN3ALMU COCTOSAHUS BONbHBIX.

bKK u ap.

dbekTnBHoCTb 1 6e30nacHoCcTb BKK B BbICOKMX go3ax npu JII
Ha (hoHe BIC He fokasaHa. B kayecTBe [ONONHUTENBLHON Tepanuu
3TOT KJ1acc npenapatos NPUMEHABTCS NPU COMYTCTBYIOLLEN apTepu-
ansHoi runeptoHun unu NBC [1, 9, 23]. MNpenapartamu BbI6OPA AB-
NAOTCA AUTMAPONUPUANHOBBIE NPOU3BOAHBIE WA, MPU CKIIOHHOCTH
K Taxukapauu, auntunasem. IpgeKTMBHOCTb Tepanuu UHrMbUTopa-
mu AN® unu captaHamu, B-agpeHobnokaropamu, usabpagnHom B
neyeHun nauneHTos ¢ JTAT-BIIC, B TOM Yncne ¢ CMHAPOMOM Ji3eH-
MEHrepa, He JoKasaHa.

6.3.2. Cneynghnyeckas Tepanus

Cneundbuyeckas Tepanus COCTaBNSIeT OCHOBY MeANKAMEHTO3-
Hom Tepanuu naumentoB ¢ JIAI Bcneacteue BIIC. CoBpemeHHbIe
JIAT-cneumdnyeckne npenaparbl BO3AEWCTBYOT HA Tpu narore-
HETNYECKNE MULLIEHU 3a60NeBaHNS — rUNepPakTUBALMIO CUCTEMbI
9T-1 (API); pedouumt NO-UMKNMYECKOro ryaHo3uHMOHOGocaTa
(UrM®) — N®35 n ctumynartopsl prll; gecouuynt NpocTaunkn-
Ha (ML) (aHanoru npoctaunknuHa (NPoCTaHoUgbl) U arOHUCTbI pe-
LLenTopoB npocTauuknuHa (cenekcunar). OHM 06naaaOT He TOMbKO
Ba30/1NaTaTOPHbIM AENCTBMEM, HO 1 AONONHUTENbHBIMMW CBOCTBA-
MW — LMTONPOTEKTUBHLIM, aHTUNPONMMEPaTUBHbIM, aHTUNOPO3-
HbIM, ie3aHTmarperadtHeiM U T.4. [1, 2, 5, 11,19, 227, 228].

Cneundbuyeckas Tepanus HanpasneHa Ha ynydiieHne/ ctabunu-
3aUMI0 KIIMHNYECKOr0 COCTOSIHWUA NaLUeHTOB, NEPEHOCUMOCTY (-
314ECKNX Harpy3okK, reMoOAMHAMUYECKIUX NapamMeTpOB, NoKa3aTenen
Ka4eCTBa XXM3HW, 3aMejJIeHne TemMrnoB NPOrpeccupoBanns 3abone-

BaHWS, CHUKEHWE NOTPEBHOCTU B roCMUTanMU3aumsx no npuyuHe
JII', ynyyweHune nporHosa (1aésn. 6.3.2.). K HacTosLeMy BpeMeHu
3aBEPLUEHO 3HAYMTENIbHOE YWUCNO KIIMHUYECKUX UCCrefoBaHui
CNeLmMgmrYecKNX NeroYHbIX Ba3oannaTaTopos y nawumuentos ¢ BI1C u
npekanunasapHoi JIM u/unn NeroYHoi cocyaucToii 601e3Hb0 (Npu-
noxenue 4) [2, 19, 227-230].

JMlwb TpU U3 3aperucTpupoBaHHbIX B CTpaHax EBpasumiickoro
COAPY>XecTBa crneLnduyecknx NeroYHbIX Ba3oannaraTtopos (603eH-
TaH, MaUNTeHTaH 1 cenekcunar) UMetoT nokasaHus «J1Al, accounu-
posaHHas ¢ BIC n cungpomom din3eHMeHrepa», unu «J1AT, accouu-
MPOBaHHaA C KOPPUrMPOBAHHLIMM NPOCTbIMU BI1C», B MHCTPYKLMAX
no npumeHeHuto [231-234]. Cneumduyeckas Tepanus B Apyrux
nogrpynnax JIM npu BMNC v gpyrumu npenapatamu Npu Hanum4um fo-
CTaTO4HON JOKa3aTeNibHOM 6a3bl noka octaercs off-label.

B 6onblunHcTBO PKW BKNtoyanuch 60NbHbIE C pe3nyanbHOM
JIAT cnycta 1-2 roga nocne Koppekuuu BIC, B HekoTOpble — €
CUHAPOMOM Jii3eHMeHrepa [2, 7, 19, 229, 235-239]. MaumeHTbl ¢
manbiMu gedektamu Takxe Bkntoyanucs B PKW npu JIAT. Cnop-
HbIM 0CTaeTCcs BONPOC 0 LenecoobpasHocTu JTAT-cneuunduryeckoii
Tepanuun y 60nbHbIX ¢ BIC, JTAT 1 npenmyLLeCcTBEHHO NeBO-NPaBbIM
copocom [2, 19, 227, 229]. Mpu 04eBMAHBIX NPOTUBOMNOKA3AHUAX K
NAT-cneumndnyeckon Tepanum y onepabesibHbiX NaLWMEHTOB BBULY
YBESIMYEHUS N1IeBO-NPABOro cOPOCa, NOTEHUMPOBAHMSA HEJOCTATOY-
HOCTM KPOBOOOPALLIEHUS 11 TEMMOB Pa3BUTUSA NIEFOYHON COCYANCTON
60/1€3HU, NPOTMBOPEYNBA BO3MOXHOCTb TaKOW Tepanum u 'y Heone-
pabenbHbIX 60JbHbIX, C OLHON CTOPOHbI, HEKOTOPOE YBENNYeHue
NeBO-NpaBoro c6poca B NOKOE W Y HeonepabenbHbIX NaLMEHTOB
MOXET MMEeTb OTpuLaTesibHble NOCAEACTBUS; C LPYrOiA CTOPOHBI,
POCT NEro4YHOro KPOBOTOKA NPU (ON3NYECKOM Harpy3ke MOXET Cro-
COOCTBOBATb YNYYLIEHWO (PYHKLMOHANBHOrO COCTOSHUSA 1 Ka4ecTBa
XNU3HU. MMpn Hanm4mu coo6LLeHnii 06 YCMELHON XUPYPruvecKon
KOppekuun paHee HeornepabeNibHbIX UM «NorpaHnyHbix» BIIC y
B3pocnbIX nocne kypca JIAM-cneundnyeckon Tepanun OTHOLLIEHME
K 9TOI TaKTMKe 0CTAeTCs KpuTuyHbIM [2, 11, 18, 19].

AHTaroHMCTbI PELEenTopoB IHAOTENNHA

Anpotenuu-1 (3T-1) — nenTua SHAOTENMANBHOrO MPOUCXOXK-
JeHus, 06nafalLiui MOLLHBIM ANUTENbHbIM Ba3OKOHCTPUKTUBHLIM
JenCTBMEM, KOTOPbIA BbI3blBAET nponuepaumnio, auddepeHuu-
POBKY KNETOK, MPOAYKUMIO (DAKTOPOB POCTA, LMTOKWHOB, 6UONO-
MMYecKu akTMBHbIX Bellects [4, 5, 240, 241]. Y naumeHToB ¢ JIAT
J10Ka3aHa NoBbILLIEHHAs 3KCMPECCUs 1 U36bITOYHasA npoayKuma 3T-1
B CUCTEME NIEr04HbIX COCYLOB, 4TO NPUBOAUT K yBenuyenuio JICC un
06CTPYKLMM NEr04HOr0 KPOBOTOKA. AKTWUBALIMS CUCTEMbI 3HAOTENU-
Ha y nauneHToB JIAT-BIC nokasaHa npu M3y4eHUN KOHLEHTpauuii
9T-1 B nnasme KpoBW M NErO4HOI TKaHn [5, 9, 23].

Tabnuua 6.3.2. Pexxum cneuudpmueckoi Tepanuu JIAr-BIIC B 3aBUCUMOCTH OT CTENEHN pUCKa
Table 6.3.2. The regimen of specific therapy for PAH-CHD depending on the degree of risk

Pekomenpauuu Knacc YpoBeHb
peKoMeHfauuMM [o0Ka3aTenbHOCTH
MNauneHTtam ¢ npekanunnspHor JIT nocne koppekuuy BIC ¢ HU3KMM MK NPOMEXYTO4YHbLIM PUCKOM I C

PEKOMEHJIYeTCS HaYanbHas nepopansHas KOMOUHUPOBAHHAS Tepanus Unu nocreLoBaTeNbHas

KOMOMHUpOBaHHas Tepanud [1,2,4,9,11,19].

NAT-cneumcmnyeckas Tepanus peKoMeHL0BaHa 60/bHbIM: 1) ¢ CMHAPOMOM 33eHMEHrepa; 2) I/lla C
¢ pesuayanbHoi JIAT nocrne pagukanbHOW 6UBEHTPUKYNAPHON Koppekumu BIG; 3) ¢ manbimMu

pedektamu; 4) nocne onepauun OOHTEHA U CO3AaHUS ABYHANPABNEHHOI0 KaBOMyNbMOHATbHOMO

aHacToM032 6€3 [0MOSTHUTESbHbIX MCTOYHUKOB NEr04HOr0 KPOBOTOKA NPU OTCYTCTBUM SUCHYHKLMN

CUCTEMHOrO Xenynoyka [1,2,4,9,11,19].

MauneHTtam ¢ npekanunnspHon J1T nocne koppekuuu BI1C 1 BbICOKMM pUCKOM NeTanbHOCTH/ C
nporpeccupoBaHns JIAT pekoMeHyeTcs HaqanbHas KOMOMHUPOBAHHASA Tepanis, BKITHOYas

WHranauMoHHbIA unonpoct [1,19].

Mpu coxpaHeHUy NPOMEXYTOYHOrO PUCKA NETANBHOCTI HA (hOHE CNeLMdMYECKOd MOHOTEPANUY A/B
PEKOMEeHAYeTCa nocnefoBartenbHasn KoMoUHMpoBaHHas Tepanus [1,2,4,9,11,19].
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LLnpoKniA cnekTp naTtonornyecknx apdekToB no3BonseT pac-
cmatpueatb 3T-1 B KayecTBe MOTEHLMANbHOW MULIEHW ANns Te-
paneBTUYECKOro BO3AEMCTBMA ¢ nomolbio API. SddekTbl IT-1
peanusyloTcs 3a CYeT BO3JeNCTBMA Ha peuentopbl TMNa A (3TA)
rMagKoMbILLEYHbIX KNeToK 1 Tuna B (3TB) aHAoTenmanbHbIX 1 rag-
KOMbILLEYHbIX KNeTOK. AKTUBaLMS 0601X TMMOB PeLenTOPOB rMaaKko-
MbILLIEYHbIX KNIETOK 0Ka3bIBAET BA30KOHCTPUKTOPHbIIA N MUTOTEHHBII
apdexTbl. CTumynsauma 3TB-peuenTopoB CNOCOGCTBYET KAUPEHCY
9T-1 B nerkux, ysenuyenunto npoaykuum NO u L. B KnuHU4eckoi
npakTuke npumenstoTcs AP3, 6noKupylouime 0JHOBPEMEHHO 062
TWNa peLenTopoB (603eHTaH, MaUMTEHTaH) UK ceNleKTMBHO ITA-pe-
LenTopbl (ambpuaeHTaH) [4]. Mo XMMMYECKON CTPYKTYPE pasninyatot
CYNbGhOHAMMAHbIE NPOM3BO/HbIE — GO3EHTaH U MALMTEHTaH, W He-
CynbhOHAMMIHOE NPOU3BOAHOE aMOPU3EHTaH. bo3eHTaH ABNAeTCS
Hambonee AeTabHO M3Y4eHHbIM NPenapaToM, NPUMEHSIEMbIM Ans
neyenus JTAT-BIC [2, 4, 18, 227, 229].

bo3eHTaH — nepBbIA HECENEKTUBHbINA Npenapat knacca AP3 ¢
N0Ka3aHHOW adpeKTUBHOCTLIO Npu WIT, cunapome dit3eHMeHre-
pa, JIAT-C3CT no paHHbiM 6 PKW (nunotHoe uccneposanmne 351,
BREATHE-1, BREATHE-2, BREATHE-5, EARLY, COMPASS-2) [1, 2,
19, 81, 240-242]. Jle4eHne cnoco6CTBYET YAYYLLEHWUO NEPeHOCK-
MOCTW chuandeckux Harpy3ok, ®K, remoanHammyecknx n 3IxoKr-
napamMeTpoB, YBENNYEHUIO BPEMEHU A0 KAUHUYECKOTO YXYALLIEHUS
[1,19, 229, 240-242].

B MHOroueHTPOBOM, ABOAHOM CMEnoMm, paHAoMU3NPOBAHHOM,
nnaue60-koHTponupyemom uccnefosaHun BREATHE-5 (Bosentan
Randomized trial of Endothelin Antagonist Therapy) 54 nauneHTa ¢
cuHapomom 3izeHmenrepa ®K 11l (BO3) nonyyvanu 603eHTaH wunu
nnaue6o. MNpu HazHa4yeHn 603eHTaHa B TevyeHue 16 HeleNb CHU-
xanuch JICC (nepBuyHas KOHEYHas TO4Ka) (-472 AMHXCEK/CM®,
p=0,038) n cpJ1A (-5,5 mm pr. cT., p=0,036). 35% naumeHTOB B
rpynne 603eHTaHa n 13% B rpynne nnaue6o 0TMETUIN YNyHLLIEHWE,
no KpanHe mepe, Ha 1 ®K. B rpynne 603eHTaHa 0TMeYancs npupocTt
anctadumn B TBMX Ha 12,1%, B rpynne nnauebo — yMeHbLUEHNe
Ha 2,7%. Hanbonee 4acTbiMn NOBOYHbIMI ABNEHUAMM ObINN Nepu-
thepuyeckne 0TeKu, KOTOpble BCTpeyanuck y 19% nauueHToB, nony-
YaBLUKX 603eHTaH [243].

B otkpbiTon hasze BREATHE-5 npogomkuTenbHOCTb Je4eHus
6bina ysenuyena ao 40 Hefenb y NaUWeHTOB, 3aBepLUnBLLKX 16-He-
AenbHoe HabnaeHune. MaumeHTbl U3 rpynnbl Naue6o nonyyanm 60-
3€HTaH B TeYeHne 24 Hefienb, YTO NPUBENO K NPUPOCTY AMCTAHLMK
B T6MX Ha 33,2 + 23,9 m; B rpynne 603eHTaHa 0TMeYancs Aonosn-
HUTENbHbIA NPUPOCT Ha 6,7+10,0 M, CyMMapHO 3a BECb Nepuoj Ha-
6ntopenmnsa +61,3 + 8,1 m. K couHany nccnenosanus 64,9% 60nbHbIX
pocturnm OK I, y 35,1% coxpansncsa ©K Il [244]. Takum obpasom,
pe3ynbTatbl UccnenoBaHms BREATHE-5 no3sonunm pekomeH10BaTh
003eHTaH AN NEeYeHUs NaLUMeHTOB C CMHAPOMOM Jii3eHMeHrepa
npu Hanuaum OK 111 (BO3) [1, 2, 9, 227, 229, 239].

B PKW EARLY Tepanusi 603eHTaHOM MpPMBOAMNA K CHUXEHUIO
JICC (nepsmyHas koHeyHas To4ka), cpJTA, NT-proBNP, nosbiwe-
HUKO G W yANMHEHNO BpeMeHN [0 KITMHUYECKOT0 yXyaLweHus [243].

B OTKpbITbIX OOHOLEHTPOBLIX MCCMEAOBAHUAX KOrOpTY MUC-
CNeA0BaHNS B3POC/bIX MALMEHTOB C CWUHAPOMOM Jii3eHMeHrepa
Bcneactsue BIG, He ceazanHbix ¢ MMM/ IXKMI, B TOM 4ucne co
cnoxHbiMu BI1C, nokazaHo yny4ileHne MYHKLUMOHANbHbIX BO3MOX-
HOCTEIl NN reMOAMHAMMUKIA Y4EepPe3 HECKONbKO MECSLEB NeveHus
APJ [11, 19, 246-252].

PekomeHayeTcs Ha3HadeHWe 603eHTaHa B CTApTOBOW A03e 62,5
Mr [1Ba pa3a B CyTKM C yBeNn4eHnem 4o3bl 4o 125 Mr aBa pasa yepe3
4 He[leNn NOCNe KOHTPONS (DePMEHTOB neyeHN. MoBbILLIEHME YPOBHSA
TpaHcaMuHa3 oTMedaeTcst npumepHo y 10% 60MbHbIX 10303aBUCK-
MO 1 06paTUMO MOCMe YMeHbLUEHNS [03bl UK OTMEHbI Npenapara.
Han6onee BEPOATHbIM MEXaHU3MOM renaTtoTOKCUYHOro adhdekTa
003eHTaHa ABNAETCA [0303aBUCMMAs KOHKYPEHLMS C MepeHocui-
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KOM XEJT4HbIX KNCOT, YTO MPUBOANT K UX 3a[lePXKKE B renaroumrax.
Tepanus 603eHTaHOM TPeOYeT eXXeMEeCSYHOro KOHTPONS YPOBHSA
TpaHcamuHa3 B kposu [1, 4, 81, 231, 232].

b03eHTaH MOXET BbI3blBaTb PA3BUTME AHEMUM, YTO TPEOYET KOH-
TPO/S remMorno6uHa n rematokpuTa KpoBu, a Takxe 3afepKy Xug-
KOCTW C pa3BuTMEM Mepudepnyecknx otekos [1, 5, 9, 231, 232]. vV
XKEHLLMH, NPUHUMAOLLMX 603EHTaH, HE0OX0AMMA afleKBaTHasH KOHTPA-
Lenums — [BOAHAs NPYU Ha3HAYeHUU rOPMOHANbLHBIX KOHTPALEeNTH-
BOB. [1penapar o6nagaert TepatoreHHbIM adhdoexktom [1, 5, 9, 23].

B PO, Pecnybnuke benapych, KazaxctaHe 603eHTaH PEKOMEH-
J0BaH ana nedeqmns naunentos JTAI ¢ ©K II-1V (BO3) ¢ uenbio ynyy-
LUEHMS TONEPAHTHOCTU K (PU3NYECKUM Harpyskam W KMHWUYECKMX
CUMNTOMOB, 3aMeA/IeHns TeMNOB NPOrPeccUpoBaHns 3a60s1eBaHUA
y B3pocnbiXx 1 geteit ogHoro roga (WJ1M/Hacnegyemas; JIAT npm
BIC, B yacTtHoCTM, Npu cuHapome An3eHmenrepa; JIAI BecneacTeme
CWUCTEMHOI CKNePoLepMun NPy OTCYTCTBMM 3HAYMMOTO WHTEPCTU-
LManbHOro nopaxxeHna nerkux [1].

Ambpu3eHTaH — CcenekTUBHbIA APJ. nNpon3BoaHOE NPOnaHo-
€BOI KUCNOTbI C J0Ka3aHHON 3((EKTUBHOCTbIO Y naumeHToB JTAT
c -l ®K (BO3) B BUAE YNyYLLEHNA KIIUHUYECKON CUMNTOMATUKM,
reMOAMHAMMUYECKNX NapameTpoB, MOBbIWEHWA TOJIEPAHTHOCTU K
(PM3NYECKUM Harpyskam, YBESIMYEHUsS BPEMEHN 40 PA3BUTUA K-
HUYECKOro yxyALweHus no gaHHeim PKW ARIES-1/2 [1, 9, 19]. B
OTKPbITOM NPOCMEKTUBHOM, OAHOLEHTPOBOM, HEKOHTPOIUPYEMOM
uccneaosaHun y 17 nauneHToB ¢ CUHAPOMOM Ji3eHMEHTepa Yepes
163 + 57 oHA 6bIN0 BbISBNEHO OCTOBEPHOE YYYLLEHUE AMCTAHLUK
B T6MX ¢ 389 + 74 m po 417 + 77 m (p=0,03), 2 nauneHta u3 15
ynyywunn ®K [4, 5].

PekomeHa0BaHHas [103a COCTaBNAeT 5 Mr 1 pa3 B CyTKW ¢ TUTpa-
umen 0o3bl 0o 10 mMr. HactoTa HapyLLeHUA PYHKLUM NeYeHN COCTaB-
nset 0,8-3%, 4T0 TPebYeT eXEMECAYHOr0 KOHTPONA MEYEHOUHbIX
thepmeHToB [1, 4, 5, 23]. Ha hoHe Tepanuu ambpU3eHTaHOM YalLle
M0 CPaBHEHWIO ¢ Apyrumu APJ BOSHUKAOT Nepudepnyeckne oTeku.

B P® n KazaxctaHe ambpu3eHTaH nokasaH Ans nevyeHns 60Mb-
HbIx JIAT ¢ ©K II-11l (BO3) ans ynyyiweHus nepeHocUmMocTn nau-
YEeCKOW Harpysku, 3amefJieHns NporpeccupoBaHns KITMHUYECKNX
cumntomos [1].

MauuteHTaH — [BOMHOA APJ C TKaHeBOW CNeuudUYHOCTbIO,
KOTOpbIN 06nagaeT Haunyywum npodunem apgeKTUBHOCTU 1 ne-
PEHOCUMOCTM 32 CYET ONTUMUSUPOBAHHBLIX (PU3NKO-XUMUYECKMX
csoiicte [1, 5,9, 239, 253]. B PKI SERAPHIN (Study with Endothelin
Receptor Antagonist in Pulmonary arterial Hypertension to Improve
cliNical outcome) y 742 naunentos ¢ JIA[ mauuTeHTaH B fo3e 3 Mr
(OP 0,70 (97,5% [N, 0,52-0,96; p=0,01) n 10 mr (OP 0,55 (97,5%
W, 0,39-0,76; p=0,001) B cpaBHeHumn ¢ nnawebo crnoco6CTBOBAN
CHWKEHUIO pucka nporpeccupoBaHns 3abonesaHns/cmeptu (nep-
BWYHAs KOHe4yHas To4ka) Ha 30% u 45%, COOTBETCTBEHHO; Yyy-
weHuo TBMX 1 ®OK, a TakKe YASIMHEHWUI0 BPEMEHM [10 NETanbHOIo
ucxopna unm rocnutanusauuu scneactsue J1AT [4, 253].

MHoroueHTpoBOe, ABOIIHOE Cnenoe, NNiaLebo-KOHTPONUpyemoe
PKIN MAESTRO (Macitentan in Eisenmenger Syndrome to Restore
Exercise Capacity) (n=226) 66110 4OCPO4YHO 3aBEPLUEHO B CBA3U C
OTCYTCTBMEM [OCTOBEPHOI NONOXUTESIbHON OUHAMUKN B LUCTaH-
umn T6MX 4epe3 16 Heaenb Tepanuu mauuTeHTaHoM 10 Mr B CyTKK
B CpPaBHEHMN ¢ nnawe6o y 6onbHbIX ¢ JIAT-BIC. BmecTe ¢ TeM 6b1510
AocTurHyto 20%-cHuxeHne yposHs NT-proBNP (p=0,006) u wH-
nekca J1CC: -409,8 nuH cek/cm%/m? npoTuB +79,4 nuH cek/cm%/m? B
rpynne nnaue6o (p=0,018) [254]. KoropTa nauneHTOB B UCCIEL0Ba-
HUK 6biNa KpaitHe HeOHOPOAHOI MO LESIOMY CMEKTPY NOKasaTenen:
NOMWUMO B3POCAbIX NaLWUeHTOB BKOYaNMCh ety B Bo3pacTe [0 16
NeT, pasnuyHas pacosas MPUHAANEXHOCTb, 60JbLIOE KONMYECTBO
NauyMeHToB CO CNOXHLIMU BPOXAEHHBIMWU MOPOKaMK, CUHAPOMOM
[layHa, 4T0 BEpPOATHO CTano NPUYUHON HEJ0CTaTO4HOI AP dEeKTMB-
HOCTW WUCCefyeMoro npenapara.
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MauuTeHTaH pekomeHayetcs B 4o3e 10 mr 1 pa3 B cyTku. Hacto-
Ta NOBbILLEHMS YPOBHS TPAHCAMWHA3 He OTNMYanach OT nnaue6o; y
4,3% nauueHToB, nonyyaswmx 10 Mr MaumTeHTaHa, 6bI10 NOKa3aHo
CHWXeHMe remorno6uHa B Kposm < 8 r/n [1, 233].

B P® maumteHTaH nokasaH ans ANUTENbHOrO JIEYeHUs naLmeH-
108 JIAT ¢ ®K II-IIl — npwu WIT/ Hacnegyemoit J1AT; AT ¢ KomneHcu-
POBaHHbIM HeocnoxHeHHbIM BIC; JTAT-C3CT ans npeaoTBpalLeHns
nporpeccuposanus JIAl (cmepTb, NOTPEBHOCTb B Ha3HA4YeHWUU B/B
W N/K NpoCTaHOWAOB, KNMHWYeckoe yxyawenue JTAl (yMeHbLUe-
HUe AucTaHumn B T6MX, yXyaLleHne KNUHUHeCKOA CUMNTOMATUKMN,
NoTpe6HOCTb B JONONHUTENbHON JTAT-cneundnyeckon Tepanuu) B
BWE MOHOTEpanuu unn B KombuHauum (taén. 6.3.4.,6.3.5.) [1, 4, 9].

Wurnéutopo! thochoanacTepasbl TMNa 5

CunpeHadun — MOLLHbIA CENeKTUBHbIA MHruoutop urMad-3a-
BUCKUMOI hocdoamnacTepasbl 5 Tvna, NpeaoTepallas AerpagaLunio
uM®, Bbi3biBaeT cHxkeHue JICC n neperpysku X [1, 5, 253].
®ocoanactepasa 5 Tuna — hepMeHT, NPUCYTCTBYIOLLWIA B BbICO-
KOW KOHLEHTpauuu B nerkux. U®O35 6nokupytoT aeicTeus gep-
MeHTa ¢ ysenuyeHmem ufM®, 410 cnoco6CTBYIOT penakcauum ne-
rOYHbIX COCYA0B; 06NaAatoT aHTUNPONMAEPaTUBHbLIM 3P EKTOM.

MaumeHTbl ¢ pesuayanbHoit JIAT nocne pagukanbHOW KOppek-
um BMC 6binmn BkntoyeHbl B PKIN SUPER-1 (Sildenafil citrate therapy
for pulmonary arterial hypertension) no npumeHeHuto cunaeHaduna
uutpar B fo3ax 20, 40, 80 mr 3 pasa B CyTKW, 4TO NMPUBOAUIIO K
ynyyweHuo T6MX (nepeuyHas koHeyHas Touka), @K, cp4J1A u JICC
[4, 255]. OnucaHbl peakne no6oYHbIE 3CPEKTbI Npenapata — ro-
NOBHas 601b, 3aN0XEHHOCTb HOCA, NPUNUBLI, HAPYLLEHNS 3PEeHNS,
pucnencus [1, 4, 5, 23].

Tepanua N®O35 y B3pOCNbIX NAUMEHTOB C CUHAPOMOM Jii-
3eHMeHrepa UMeeT OrpaHMy4eHus, CBS3aHHble C OTCYTCTBMEM AO-
KasaTenbHOM 6asbl; MMEKTCA [aHHbIE HECKOMbKUX OTKPbIThIX
NPOCNEKTUBHbIX UCCNEN0BaHNA U KPYMHOTO OAHOLEHTPOBOMO pe-
TPOCMEKTUBHOro peructpa [4, 256, 256-258]. 3T1 mccnefoBaHNA
npeanonaratoT 3 EKTMBHOCTb B OTHOLIEHWUN (DYHKLWOHAMNBHOMO
cTatyca U napameTpoB reMoAMHaMUKN NPWU Ha3HAYeHUU CuUnaeHa-
cbuna B pasnuyHbIX 403aX B Te4eHMEe NepUOAOB HabNoAeHNs pas-
NINYHON ANMTENbHOCTM.

B paHaoMn3MpoBaHHOM MEPEKPECTHOM MCCAEA0BaHUN MO U3Y-
YeHUD KomOuHupoBaHHOW JIAM-cneumdmyeckon Tepanun NOOI35
1 AP3 y B3pocnbIX ¢ cuHapomom JindeHmeHrepa unu WM Habnto-
aanoch ynydueHne Sat02 6e3 cyLecTBEHHOW AMHAMMKN (OYHKLNO-
HaNbHOro cTaTyca v napaMmeTpoB remoauHamukm [4, 259].

B P®, Pecnybnuke benapych, KasaxctaHe, KblprbldctaHe ans
neyeHns 60nbHbIX ¢ JTAI 0006peH cungeHadun. PekomeH0BaHHas
po3a cocrasnser 20 Mr 3 pasa B cyTku (1abn. 6.3.4.). B knuHunye-
CKOIA MpaKTuKe y psaga 60MbHbIX TpebyeTcs MOBbIlLEHWE A03bl A0
40-80 mr 3 pasa B cyTku [1, 9].

CTUMYNATOPbI F'yaHUNaTyMKNasbl

Puouunryat fBnseTcs eAMHCTBEHHbIM MPEACTaBMTENIEM Knacca
CTUMYNATOPOB PacTBOPMMOIA FyaHWNATUMKNa3bl, 0A06PEHHbIM MO
nokasauuto JII. lpenapat uMeeT ABOWHON MEXaHU3M [eiCTBUS:

HEe3aBMCKUMO OT YPOBHA aHAOreHHoro NO Hanpsmylo cTuMynupyeT
plL n nosbiwaer YyscTBUTENBHOCTL (epmeHTa K NO [1, 4, 5, 23,
260-262]. 3a c4eT noBblLeHNs ypoBHA UMM® puouumryat npusoguT
K Bazopenakcauui, nofasneHnio nponudepaumn aHA0TeNNanbHbIX
1 rNafKoMbILUEYHbIX KNETOK, BOCNaneHms n gombposa, 4To 6b11o no-
Ka3aHo Ha aKcrepumMeHTanbHbIx Mogensax S [262, 263].

B nBYX paHAOMWU3MPOBaHHbIX, ABOMHbIX CNENbIX, NNaLe6o-KoH-
Tponupyembix uccrneposanusx (PATENT-1/2) npoaemMoHCTpUpOBaHo
ynydweHue T6MX B rpynne puouuryata npotus nnaue6o y 60/bHbIX
¢ JIAT (nepBu4Has KOHe4Has TO4Ka), MHAEKCA ofblwKku no bopry,
@K, NICC, NT-proBNP u yanuHeHue BpemMeHW A0 KIMHWUYECKOro
yXyaweHus [4, 260, 264].

[Mpn aHanu3e noarpynnbl nauueHTos ¢ JTAM-BIC nocne Koppek-
umm gedpekra (n=35) B nccnegosanum PATENT-1 66110 nokasaHo,
YTO MAUMEHTbI, NONyYaBLUMEe puounryaT B HU3KOM (1,5 Mr) unu Bbl-
COKoW [j03e (2,5 Mr) Tpu pasa B AeHb, JOCTUrANN 3HAYMTESIbHOrO
ynyywenns (>10%) ¢ npupoctom guctanuum B T6MX (39+60 m
npotue 0+42 M B rpynne nnawue6o) u cHmkeHus JICC oT ncxopHo-
ro (-250+410 npoTus -66+632 guH-cek/cm%/M2 B rpynne nnaue6o),
cHmxeHue cpJTA 6onee 4em Ha 20% B 06eux rpynnax. Kpome Toro,
ObIS10 BbISIBIIEHO 3HA4UMOE CHUKeHWe ypoBHA NT-proBNP (-164+317
nr/mn npotus -46x697 nr/mn B rpynne nnaue6o). B uccnegosaHnu
PATENT-2 18,3% nauueHToB ¢ JIAT-BIC oTmeTunn npupocT Anc-
TaHumn B T6MX, vy 32% nauuentoB ynyywmnca @K (BO3), 60%
60/bHbIX coxpaHunu npexxHun ®K, 8% — yxyawunm OK [265].

Puouuryat onobpeH ansa neveHus JIAI u HeonepabenbHbIX/ pe-
3uayanbHbIX (DOPM XPOHWUYECKON TPOMOOIMOONMYECKON Nero4Homn
runepteHsun (XTIJT). Puoumryar pekomMeHLyeTCs B Ha4aibHON [03€
1 Mr Tpu pasa B CyTKW. Kaxxable 2 Hefienn 103a npenapara TUTPYeTcs
Ha 0,5 Mr Tpu pa3a nof KOHTPOSIEM apTePUANbHOTO JABEHUS U Nepe-
HOCKMMOCTW 10 MaKCUMasbHOI 103bl 2,5 M TPX pa3a B CYTKM.

Puouuryat opobpeH B PO 1 KasaxctaHne ans nevyeHns 607bHbIX
¢ JTAT ¢ uenblo ynyywweHns nepeHoCUMOCTM IU3NYECKNX HArpy30K
1 NpefoTBpaLLeHns nporpeccuposanms (1aon. 6.3.4.) [1].

pocTaHoupbl

[MTpoCTaumMKIIMH (MpocTarnananH 12) — MOLLHbIA 3HAOTEHHbIN Ba-
304MnaraTop ¢ aHTMNPONUepaTUBHLIM, LMTONPOTEKTUBHBIM, [163a-
rPeraHTHbIM CBOWCTBAaMM, KOTOPbIE HanpaBfeHbl Ha NPeA0TBPALLIEHNE
PEMO/ENMPOBAHNSA NIEr04HbIX COCYA0B — YMEHbLLEHNE NOBPEXAEHUS
SHL0TENNANbHbIX KNETOK 1 runepkoarynaumum [1, 4, 5, 23]. Y 60/bHbIX
JIAT npu BIC n0Ka3aHO CHUDKEHWE SKCNPECCUN NPOCTALUKIIMHCUHTA-
3bl B JIEFO4HbIX apTepusiX, YTO ABNSETCS 060CHOBAHWEM ANA NpuUMe-
HeHus aHanoros ML ans neveHns 3Toil KaTeropum NaUUeHToB.

WnonpocT — eAMHCTBEHHbIA XUMUYECKN CTabMMbHbIA aHanor
ML B wHranaunoHHoi opme, PEKOMEHO0BAHHbIA ANS JeYeHUs
cpenHeTshkesion n Tsxkenoi cpopm JIAM u HeonepabenbHoii/ pe-
angyansbHon XTANN [1, 4, 9]. UnranaunoHHasa chopma unonpocra
o6ecneyqnBaeT 60MbLLYIO CENEKTMBHOCTb Npenapata B OTHOLLEHMM
NeroYyHomn umpkynauuu [1, 266].

MexaHn3m aencTBMS MIONPOCTa, Kak U APYriux NpocTaHoMaoB,
CBSI3aH C aKTMBALMEN PELIENTOPOB NpocTarnaHaunHa l2, akcnpeccus

Tabnuua 6.3.3. Bbi6op cneundyeckoid Tepanui y NALUEHTOB ¢ CUHAPOMOM Jii3eHMeHrepa
Table 6.3.3. Choice of Specific Therapy in Patients with Eisenmenger’s Syndrome

Pekomenpaumu Knacc YpoBeHb
peKoMeHAauun A0Kas3aTeNbHOCTH
PekomeH0BaHO Ha3Ha4yeHMe 603eHTaHa naumeHTam ¢ cunapomom JinseHmenrepa @K Il (B03) ans I B
YAyYLLEHNS OYHKLUMOHANBLHOMO CTaTyca U reMoAnHaMMYeckux nokasarenei [1, 4, 9, 11,17, 19]
[Ins neyveHns 605bHbIX C CUHAPOMOM JM3eHMEHTEPa MOXET PacCMaTPUBATLCA Ha3HA4eHUe Apyrux lla C

AP9, N® 35 n npoctaHomaos [1, 4, 9, 11,17, 19]

[ns neveHns 60NbHbIX C CUHAPOMOM JN3EHMEHTEpa MOXET pacCMaTpuBaThCca Ha3HaYeHMe 19] C

KOMOUHMpOBaHHOW Tepanum [1, 4,9, 11,17, 19]
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KOTOPbIX OOHAapyXWBAaeTCAd B KfeTKax 3HAO0TeNMs, Neikoumtax
n Tpomoéoumtax [1, 81]. nonpocT BbI3bIBaeT Ba3oamnartauuio,
WHIMOUpPYET arperauuio TpPOMOGOLUMUTOB M aAre3uto NemKouuTos,
obnagaer npodUOPUHONUTUYECKON AKTUBHOCTbIO, AHTUMPOMN-
(bepaTuBHbIM, aHTUHMOPOTUYECKUM U MPOTUBOBOCNANUTENBHbIM
alpekramm [5, 267].

B paHaoMn3npoBaHHOM, NnaLe6o-KOHTPONMPYeMOM MCCneoBa-
HuM AIR-1 3hheKTUBHOCTb MNONPOCTa oueHuBanack y 203 60nbHbIX
¢ JIAT pasnuyHoit atnonoruu [1, 9]. MoBTOPHbIE UHraNALMK B TeYEHNE
[Hs NPOBOAMAMCL 6-9 pa3 no 2,5-5 MKI Ha UHranaumio (B cpeaHem
00 45 MKr B cyTKu). inonpocT ynydiuan KNUHUYEeCKYo CUMNTOMaTH-
KY, TONEPAHTHOCTb K (PU3UYECKUM HArpy3KaM, JOCTOBEPHO CHUXKa
JICC v 4acToTy KIMHUYECKUX COBbITUIA. MpK ucnonb3oBaHuu Y3-He-
6ynam3epoB ANUTENIbHOCTb MHranaumn coctasnser 5-10 muH. Mno-
MPOCT OT/INYAETCA XOPOLLE NepeHoCUMOoCTbio. Hanbonee vacTbiMu
No60YHbIMK 3dDdheKTamm BbInK NpUAKBLI M 605K B YenocTh [1, 5].

B P® uHransunoHHbIA MNnonpocT 0g06peH Ans NeYeHns naLmeH-
TOB CO CpefHeTsHXKenon 1 Tsxenon copm JIAM 1 HeonepabenbHoiR/
pesugyansHoit XTAJT. B KazaxcraHe unonpoct 0A06peH no noka-
3aHmio «neveHue JIAT y B3pocnbix nauneHTos ¢ ®K Il (BO3) ans
yNy4LWweHUs NepeHOCMMOCTM (OM3UYECKOI Harpy3ku U CUMMNTOMOB»
(Tabn. 6.3.4.) [1]. Mpenapat peKOMeHAYeTCA 419 HA3HA4YEHUS B BULE
MOHO- 11 KOMBUHMPOBAHHOW Tepanuu.

AroHMCTbI peLenTopoB NpocTaLuknnHa

Cenekcunar — nepBbliA CENEKTUBHbIA aroHUCT peuenTtopos ML
ANns nepopanbHoro HasHavyenus. B kpynHom PKW GRIPHON no
OLiEHKe KNuHMYeckux ucxoaos y 1156 nauueHtoB ¢ JIAT neveHune
CereKkcunaroMm B Ka4yecTBe MOHOTepanuu unu B KOMOBMHALMK C
AP3 u/ nnn O35 obecneynBano CHUKEHME PUCKA HACTYNNEHNS
NEepPBMYHON KOHEYHOW TOYKW (CMEpTb OT BCEX MPWUYWH, rocnuTa-
nuzauma B cBA3U ¢ yxyaweHuem J1AT, noTpe6HOCTb B NPOBeje-
HUM TpaHCNaHTaUMW NEerkux wunu npencepaHoi CentocToMuy,
napeHTepanbHON Tepanuu NPOCTAHOMAAMU WAU MOCTOSHHOM
0,-Tepanuu, knuHuyeckoe yxyaweue JIAT) Ha 40% (OP 0,60;
p=0,0001) no cpasHeHuto ¢ nnaue6o [9, 268]. B uccnegosarue
6b110 BKMto4eHo 110 nauyueHToB ¢ JIAT-BIC nocne Koppekuuu
BMC, cenekcunar nokasan CHUXEHWe 4acToTbl rOCNUTANN3aLNii
W nporpeccupoBaHns 3abonesaHus cpeau nauuenTtoB ¢ JIAT,
nony4yaBlUMX npenapar B TeyeHue 3 NeT, HO He3Ha4UTesnbHOe
B/IMSIHME HA CMEPTHOCTb. OTCYTCTBME 3HAYMMOr0 NpUpocTa guc-
TaHumn T6MX BepoATHO CBA3AHO C HANMYKMEM NpPEALIECTBYIOLEN
JIAT-cneumndnyeckoii Tepanum [269].

HayanbHas posa cocrtasnaer 200 Mkr 2 pa3a B CyTKM C falib-
Heillen TMTpaumen Lo makcumansHon 1600 Mkr 2 pasa B cyTkm [1,
9]. NMo60o4HbIe 3ghdekTbl (roN0BHAA 60Jb, TONIOBOKPYXEHNE, ANC-
nencus) Bo3Hukann y 14% 60nbHbIX B CPAaBHEHUU C 7% B rpynne
nnaueoéo [1, 234].

B P® cenekcunar pekoMeHAyeTcs AN Ne4eHMs MaLWeHTOB
NAT ¢ ©K II-1ll (BO3) ana npeaoTBpaLleHns NporpeccupoBaHus
JNAT (cmepTb, NOTPE6HOCTL B HA3HAYEHWUM B/B UNK N/K NPOCTaHON-
[0B, KnnHuyeckoe yxyawerue JTAT (ymeHbleHne J6MX, yxyawe-
HUE KNUHUYECKO CUMNTOMATUKU, NOTPEBHOCTb B LOMONHUTENb-
Hon JIAT-cneumcuyeckon Tepanun) B BUAE MOHOTEpANUM Wim B
Kom6uHaumu (Tabn. 6.3.4.) [1,234].

6.3.3. llpumerexne cneynbnyeckon Tepanum B KIIMHNIECKNX
rpynnax naynentos ¢ JIAI-BIIC

Mpn 4-netHem HabnwaeHun 229 nNaUWUEHTOB C CUHAPOMOM
Ji3eHMeHrepa MokKasaHa nyyllas BbKMBAEMOCTb NpKU npueme
JIAT-cneundnyeckomn Tepanui no CpaBHEHMO C OTCYTCTBMEM fieYe-
HUA [2, 239]. Tepanus 603eHTaHOM W/MnK cunaeHaddUIoOM NpUBOAK-
Na K YNy4LWeHn0 BbDKNBAEMOCTM Y B3POCHbIX C CUHAPOMOM JN3EH-
MeHrepa no LaHHoiM HemelKoro HauuoHanbHoro perucrtpa [187].
MMpwn aHanu3e AaHHbIX 340 NALUMEHTOB C CUHAPOMOM Jii3eHMeHrepa
13 LieHTPOB PpaHLMK BbISBIIEHO CHUXXEHWE COBLITUIA NPOrpeccupo-
BaHus JTAT Ha cbore Tepanuu AP3, N® 35 n npoctaHongamu [270].
B metaaHanuse 15 KnuHu4eckux uccnefoBaHui, u3 Hux 4 PKU, y
NauyeHToB ¢ CUHAPOMOM 313eHMEHTepa Npu NPUMEHEHUN pa3niy-
HbiX JTAT-cneundmyeckmnx npenapaTos nokasaHo yny4iueHue T6MX,
nHaekca oapiwkn no bopry, ®K, cpA/1A v J1CC B TeyeHue 1-ro roga
0T Hayana Tepanuu; ans 6onee ANUTENbHOI Tepanui aHanorNyHble
JaHHble Nosyd4eHbl TONbKO ANs 603eHTaHa (Tabn. 6.3.3.) (pasgen 1,
npunoxenue 4) [271].

OnaceHms OTHOCWUTENbHO BO3MOXHO 60MbLIEr0 CHINKeHNs GG
no cpasHeHuto ¢ JICC n ycuneHus BCreacTsne 3T0ro NpaBo-nesoro
cbpoca 1 r1noKCcemMun npu cMHApoMe JN3eHMeHrepa He NoaTBep-
annnck [19, 227-230, 244, 272, 273]. CnopHbIM 0CTaeTcs BONPOC
0 uenecoodpasHocTu JIAT-crieumdm4eckon Tepanum y 60mbHbIX C
BMNC, JTAT n npeumyLLeCcTBEHHO NeBO-NpaBbiM cOpocoM. [Mpu 0ye-
BUAHBLIX NPOTMBONOKAa3aHuax K JIAr-cneundpuyeckoir Tepanum y
onepabenbHbIX NaLWEHTOB BBUAY YBENNYEHUS NEBO-NPABOr0 COPO-
Ca, NOTEHUMPOBAHUS HEJOCTAaTOYHOCTM KPOBOOBPALLEHMS 1 TEMMNOB
pasBUTMS NIErOYHOI COCYANCTON 60NIE3HM NPOTUBOPEYMNBA BO3MOX-
HOCTb TaKOM Tepanuu 1y HeonepabesibHbIX 60bHbIX [2, 7, 19, 229].
C 0[iHOM CTOPOHbI, HEKOTOPOE YBENNYEHME NIeBO-NPaBOro copoca B
NOKOe W y HeonepabenbHbIX NaLUeHTOB MOXET UMETb 0TpULaTeSb-
Hble NOCNeACTBMS; C APYrON CTOPOHbI, POCT SIEr0YHOr0 KPOBOTOKA
npu (U3NYECKOW Harpy3ke MOXET Cnoco6CTBOBATH YNYHLIEHUHO
(PYHKUMOHANLHOTO COCTOSIHWA U KavecTBa W3HW. [pu Hanuyum
COO6LLEHNI 06 YCNELIHONW XUPYPTrUYECKOW KOPPEKLMW paHee Heo-
nepaéenbHbIX UK «morpaHuyHbix» BMNC y B3poCAbIX nocne Kypca
JNIAT-cneumdonyeckon Tepanum (Tak HasbiBaembin treat and-repair
NOAXOA) OTHOLLUEHME K 3TOW TaKTUKe OCTaeTCs KPUTUYECKUM [2, 7,
11,19, 34, 44, 229, 274].

Ta6nuua 6.3.4. Ha4anbHas moHoTepanus y 6onbHbIX JIAT-BIIC B cTpanax EBpasuiickoro coppyxectsa
Table. 6.3.4. Initial monotherapy in patients with PAH-CHD in the countries of the Eurasian Commonwealth

I'pynnbi npenaparoB

AHTaroHMCTbl PeLenTopoB AmM6pn3eHTaH |
shADTona Bowran
MauuTeHTaH |
MHrnéutopel pocpoanactepasbl  CunpeHadun I
5 Tuna
CTumynaTopbl ryaHunatumknassl |Puoluryar I
AHanoru npocTauukmHa WHranaumnoHHbIA unonpoct  —
AHTaroHucTbl pueHnTopos ML Cenekcunar I
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Knacc pexomeHnpaaumm /
YPOBEHb [10Ka3aTeNbCTB
oKl

oK I OK IV
A I A IIb C Poccus, KasaxcTaH
AL A b c |Benapyek Kasaxcran, Poccia
B I B Ib C Poccus
A | A 19] C  Apmenus, benapych, KaszaxcraH,
Kbiprei3cTtaH, Poccus, Y36ekucTtaH
B | B Ilb C  Poccus, benapycb, KasaxcTaH
- | B b C benapychb, KasaxcraH, Poccus
B | B - — Poccud
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dhekTuBHOCTL cneunduyeckoin Tepanun npu JIAI nocne pa-
AVKanbHON 6UBEHTPUKYNAPHOI Koppekumn npocTbiX BMC nokazaHa
B X0Qe perucTpaunoHHbix PKW, B TOM 4ucne npu aHanuse nog-
rpynn naunenTos (pasgen 4, npunoxexue 4). MHorumm aBTopamu
JIAT-cneumdnyeckas Tepanns OLEHMBaNach B CMELLAHHbIX rpynnax
nauneHToB ¢ pasHbiMu doopmamu JIT npu BMC (pasgen 5, npuso-
XeHue 4) [229, 246, 257, 258, 269, 274, 288]. B cuctemaTnyeckom
0630pe 27 nccnenosanuii JNIAI-cneundn4eckux npenapaTos, B TOM
YKUCNE He3aperncTpupoBaHHbIx B P®, y B3pocnbix ¢ BI1C nokasaHo,
YTO puoumryat, 603eHTaH, aNONPOCTEHON W cungeHadun yny4wa-
NN OYHKLUMOHANbHOE COCTOSIHWE U reMOMHAMUKY 663 YBeNNYeHus
NpaBo-1eBoro c6poca M CHKEHNS caTypauui; BIUSHUE HA CMepT-
HOCTb He NPOAEMOHCTPUpOBaHo [273]. MeTaaHanus 17 uccnenosa-
HUR, 13 Hux 1 PKW, noateepann ynydwenue cpJ1A, JICC, T6MX,
®K 1 ypOBHA HACbILLEHWUS KPOBU KUCNIOPOAOM Npy Tepanun 603eH-
TaHOM Y NauMeHTOB ¢ pasHbiMu cpopmamu JIAT npu BMG [258].

HakannusatoTcs coobuieHums o JTAr-cneunduyeckoil Tepanum y
B3pOC/bIX C cermeHTapHoit J1T (pasgen 6, npunoxenue 4) [19, 229,
275]. OgHako aChDEKTMBHOCTbL Tepanuu 0CTaeTcs NpeamMeToMm Auc-
Kyccuid. pn ynyyweHun nepeHocUMOocTi OU3MYECKON Harpy3ku
YBENMYEHNE NIEr0YHOr0 KPOBOTOKA TEOPETUYECKN MOXET YCUNUTb
00bEMHYI0 Meperpy3ky CMCTEMHOrO XeNyao4ka M NOTeHUMpoBaTh
NEroyHyto CocyancTyo 60Me3Hb.

B PKI nokasaHa adpdpekTuBHOCTb JTAT-cneumduyeckon Tepa-
nuu y B3POCAbIX nocsne onepaunn OoHTeHa (pasgen 7, npunoxe-
Hue 4). B PK TEMPO nokasaHbl npupocT NUKOBOro NoTpedsieHns
kucnopoga (peak VO2) (nepBuyHas KOHEYHas T04YKa), NPOLOSIKM-
TENbHOCTM (PU3NHECKOW Harpy3kn u ynydweHne ®OK y nawueHToB,
nosyyaBLunx 603eHTaH [276]. MonoxutensHoe BInsHWe 603eHTaHa
Ha COCTOsIHME B3POCIbIX Nocne onepauun GoHTeHa NPOLEMOHCTPU-
POBAaHO B psfe MPOCMNEeKTUBHbIX uccnegosanuin [230, 277, 278].

boseHTaH sBnseTcs eauHcTBEHHbIM J1AM-cneuuduryeckum npena-
paToM, NONOXNTENbHOE BIMSHKE KOTOPOro Ha ®K nokasaHo nocne
onepauun MoHTeHa No pesynsratam meTaaHannsa [229, 230].

AP3 1 N®M35 MOryT 6biTb paCCMOTPEHbI Y OTAENbHbIX NaLu-
eHTOB nocne onepauuu ®oHTeHa ¢ nosbiweHHbIM AJTA/NICC npm
OTCYTCTBMW MOBbILLIEHU KOHEYHOr0 AMACTOSIMYECKOro [aBneHus
cucTemHoro xxenygoyka [278-280]. B PKW npofemMoHCTpMpoBaHo
ysenu4erue peakV0, (NepuyHas KOHeYHas T04Ka), Nero4Horo Kpo-
BOTOKa U G B noKoe 1 npu (PM3MYECKOi HArpy3Kke y NepeHecLInx
onepauuto ®oHTeHa B3POC/bIX NPY 04HOKPATHOM NpHemMe CuaeHa-
thuna [278].

MpoTBOPEYMBOI OCTAETCS BO3MOXHOCTb JIAT-cneuudmyeckoi
Tepanuu y nauueHToB ¢ OYHKLMOHANTbHO eMHCTBEHHbIM XKenynoy-
KOM cepAua ¥ npoTuBOMOKasaHnem K «06x04y» NpasbiX OTAES0B
cepaua seuay JIAT (pasgen 2, npunoxenue 4). [2,19, 44]. Cneundoun-
yeckas Tepanums cnoco6ceTByeT cHmkeHuto cpJTA, J1GC n noBbilwaeT
BEPOATHOCTb FeMOMHAMNYECKON KOPPEKLIMK, a TaKXKe YBeNn4nBaet
catypauuio apTepuanbHOi KpOBM M TONEPAHTHOCTb K (DU3NYeCKON
Harpy3ke BBMIY YBEIMYEHUS NIero4HOro KpoBoToka. OfHAKo MOXeT
NPUBOANTL W K YBENNYEHUIO 06LEMHON Neperpy3kn eaMHCTBEHHOIO
XKeNyfo4Ka cepaua, a npu annTensHOM NPUMEHEHUN — K NPOrpeccu-
POBaHWIO NEr04YHO-COCYAMUCTON 6onesHun [19, 229].

HakannuatoTcsa cBeAieHMs 0 NOCNeA0BaTe/lbHO KOMOMHALMN 1
3ameHe JIAT-creumdmyecknx npenaparos (pasgenbl 3-5, npunoxe-
Hue 4). B PKI He yaanocbk nokasatb 3d)qeKTUBHOCTb KOMOUHALMK
603eHTaHa ¢ cungeHadpunom, Hanpotus, PKI SERAPHIN [253],
PATENT-1 [260] n GRIPHON [268] npogemoHCTpupoBanu addex-
TUBHOCTb KOMOMHALWIA cunaeHadmna ¢ MaLuTeHTaHOM, 603eHTaHa
¢ puoumryatom n AP n M35 ¢ cenekcmnarom. B npocneKkTUBHbIX
1CCNeA0BaHMsX NoKasaHa BO3MOXHOCTb YCMeLHON 3aMeHbl 603eH-
TaHa Ha MauuTeHTaH (tTabn. 6.3.5.) [1, 5, 281].

Tabnuuya 6.3.5. NocnepoBaTenbHas KOM6MHUPOBAHHAA Tepanus U cTpaTterus onTumusauuu y 6onbHbix JIAT-BIIC B cTpaHax Espasmiickoro

COAPYXECTBa

Table 6.3.5. Sequential Combination Therapy and Optimization Strategy in Patients with PAH-CHD in the countries of the Eurasian Commonwealth

Ipynnbl npenapartoB

Cunpenadun — + MaUUTEHTaH |
bo3eHTaH — + puouuryart |
AP3 n/unun NOOI35 — + cenekcunar I

bo3eHTaH — + MNONPOCT WHT. IIb
CunaeHadun — + ambpu3eHTaH Ilb
CunpeHachun — + 603eHTaH Ilb
bo3eHTaH — + cungeHadmn lIb
[pyrue 1BOMHbIE KOMOUHALN b
[pyrue TpoiHble KOMOMHALMK lIb

Puouuryar < +1® 35 I

oKl

Knacc pekomenaaumn/ YpoBeHb J0Ka3aTenbHOCTH

OnTuMU3aumsa cneyutpuyeckoil Tepanuu

Mpu HeadhhekTMBHOCTY Tepanun ND35 y naumentos ¢ JIAT npu coXpaHeHUn NPOMEXYTOYHOIO PUCKA, B

T4.OK Il (BO3), pekomeHayeTCa 3ameHa npenapara Ha puouuryar [3].

Mpuem puouuryarta pekomMeHayeTcs Yepes 24 4aca nocsne npuema nocnegHen 4o3bl cungeHaduna [96].
3ameHa 603eHTaHa Ha MaLUWTEHTaH B CBA3N C YCTAHOBMEHHLIM MEXNEKAPCTBEHHbIM B3aUMOAEACTBUEM

PEKOMEeH.YeTCs y MalUeHToB, NONyYaloLMX cunaeHadun, BapapuH, ropMoHarbHbIe KOHTpaLenTuBbl [98].

Mprem MaLMTeHTaHA PEKOMEHAYeTCS Yepes 24 Yaca nocne npuema nocneaHen Jo3bl 603eHTaHa Ui

ambpuaeHTaHa [98].

[NepeknoyeHmne ¢ cungeHauna Ha puoumryaT He peKOMeHAYeTcs Yy NauneHToB C BbICOKUM PUCKOM

NETanbHOCTU, KNUHUYECKN HECTAOUIIbHBIX MALMEHTOB UIX NPU PA3BUTUK KITMHUYECKOrO YXYALIeHus [3].

lMepekntoyeHune ¢ ap. APJ Ha MauuTeHTaH He pPeKomMeHayeTca y nauneHToB C BbICOKUM PUCKOM J1IeTanlbHOCTH,

oK1l oK IV
B I B lla C
B I B lla C
B I B lla C
B [1b B b C
C b C b C
C b C b C
C b C b C
C b C b C
C b C b C
B Il B Il B
lla B
lla B
b C
b C
Il C
Il C

KJIMHUYECKMN HECTAOMNbHbIX NaLWUEHTOB U NPU PA3BUTUMN KITMHUYECKOTO YXyaLeHns [3].
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7. 0CJI0OXXHEHMA
7.1. Aputmun

Aputmun aBnalTCA Hanbonee 4acTbiM OCNOXHEHWEM, Map-
KEPOM TsXecTn n (DakTopom pucka netanbHocTn npu J1IAT-BMNC
[1, 4, 11]. Y naumeHToB Haubonee pacnpoCTpaHeHbl TpeneTaHne
npeacepanin (4acTo Kak CNefCcTBUE KapAnOXUpYpruyYeckux Bme-
LIATENbCTB) W XeNy[04ykoBas Taxukapaus (8 pesynorate uépo-
3a, TUNOKCWUU N XPOHWUYECKON 06bEMHOM neperpysku) (2, 11, 282,
283]. 06a COCTOAHUA TAXKEN0 NEPEHOCATCA NALMeHTaMK U Tpeoby-
0T KOHCYNbTaUuum anektpoduanonora. O6LENpPUHATLIM ABNAET-
CSl MHeHue, 410 y naunenToB ¢ JIAT cnemyeT naberaTb Tepanuio
BbICOKMMU [j03aMu B-afpeH06n0KaTopoB, NOCKOMbKY Nojasne-
HUEe NPMPOCTa 4acToThbl cepheyHbIX cokpalleHuir (HCC) B oTBeT
Ha Harpy3Ky MOXKeT npuBectu K cHumxeHuto CB [1, 11,19, 23].

MpuynHamm aputmuin npu BMC aBns0TCS aHOManun pas3su-
TUS NPOBOASALLER CUCTEMBI CepALa, HapyLIeHUs reMoMHaMUKMY,
Hannyme pyobuoB M y4yacTKoB pmbpo3a MuUoKapaa nocne onepa-
LUIA, reHeTu4eckne akTopbl, HEMPOrOPMOHaNbHbIE HApYLIEHUA,
npuobpeTeHHas natonorus cepgua u ap. Npu nosBNeHUN HOBbIX
apuTMuid y naumeHToB ¢ BIC Heo6x04uM0 NPOBECTU KOMMEeKC-
Hoe 06CnefjoBaHNe AN BbISBIEHUS NPOBOLUPYIOLLNX (DaKTOPOB,
TaKUX KaK 06CTPYKLNK, PErypruTaLmnmn, BHyTPUCEPAEYHbIE WYHTHI
N OUCYHKLUA XeNnyao4KOB. XKenyLo4ykoBble apuTMUN ABASIOTCS
OCHOBHO NPUYMHOI cMepTun y B3pochbix ¢ BIC Hapagy ¢ XCH.
Hanbonbwuit puck BHe3anHoil ceppaeyHon cmepTtu (BCC) npwm
BINC: TeTpaga ®anno nocne XMpypruyeckon KOPpekLmu, CUCcTem-
Hblit [TXK, 06CTPYKTUBHbLIE NopaxeHus JIK, CMHAPOM 31i3eHMeH-
repa, eAUHCTBEHHBIN XeNyaoyek ¢ reMOANHAMUYECKOR KOppek-
umen (remognHammka ®oHTEHA).

HXT Bctpeyatotesa y 10-20% naumenToB ¢ BIC v accounupy-
eTCA C BbICOKUM puckom pa3sutua XCH, uicynsta n BCC [2, 282,
283]. Hambonee pacnpoctpaHeHHbIM MexaHn3mom HXT y B3poc-
NbiX nauneHToB ¢ BIC aBnseTca makpope-eHTpU NpeacepaHas

TaxmKapaua unu TpeneTaHue npencepanii, OHM COCTaBNAKT A0
75% Bcex HXXT un Bctpeyvarotca y 20-45% naumeHToB C aHOMa-
nneit 36WTeAHa, eANHCTBEHHBIM XeNya04KoM cepaua/onepaym-
et ®oHTeHa, TeTpagoint danno, TpaHCNo3uLuen MarncTpanbHbIX
aptepuin n MMM [287-289]. dubpunnauus npeLcepanin BcTpe-
yaeTca npubnuantenbHo y 10% nauueHToB, €6 pacnpoCTPaHeH-
HOCTb YBeSn4ymBaeTcs ¢ Bo3pactom [2, 283-286].

JleveHne HXXT y B3pocnbix naumeHToB ¢ BIC 3aBucuT ot Tuna
NOpOKa cepaLa, BbINONHEHHOW PEKOHCTPYKTUBHOW OnepaLum, re-
MOANHAMUYECKUX NOCNEACTBUA NOPOKA W XMPYPru4eckon Kop-
pekumu, mexaHnama HXXT. YacToTa »enyao4yKkoBbIX COKPALLEHNI
B0 Bpemsa HXXT MoxeT 3amefnnatbCA 3a CYET BapuaberbHOCTU
APUTOBEHTPUKYNAPHOTO NPOBEAEHNS, 3TO MOXET MPUBECTU K
HECBOEBPEMEHHOI [MarHOCTUKe Taxukapaum u pa3sutuio XCH.
BaxxHyto ponb npu Bbibope TakTUKKM nedeHns HXXT Heo6xoanmo
yOensaTb ONpefeneHnto TAXKecT hopMbl MOPOKa cepaua: onepa-
6enbHble N HeonepabenbHble feeKTbl, LUAHOTUYECKUE NOPOKK
Cepaua, eAMHCTBEHHbIA MMM CUCTEMHbIA NPaBblil XXenynoyek,
aHomanus J6wTeitHa. B HeEKOTOPbIX CRy4asx, Npu pa3BUTUM
LMaHO3a UN TSHXKENON XenygoukoBon ANCHYHKLMK, TpebyeTcs
BbIMONHEHWNE KAPAWOBEPCUU B YCNOBUAX PEAHUMALMOHHOMO OT-
JefeHmns; 06blYHO Takoe pelleHne NPUHUMAETCS B 3KCMEPTHbIX
LLeHTpax.

MonoaepXXaHnme CUMHYCOBOrO puUTMa BAAETCA LENbH Y BCEX
naumenToB ¢ BIC [2]. KaTeTepHasa abnauus pekomeHmyetcs B
Ka4yecTBe Tepanun NnepBon NNHUK, NOCKONbKY aHTMApUTMUYECKME
npenapatbl 061afalT OTPULATENbHBIMUA MHOTPOMHBLIM W/ UK
ApomoTponHbiM adpdpektamu [18, 290, 291].

AHTnaputMmuyeckue npenapatbl IC Knacca MoryT 3ameansaTh
ckopocTb BIMPT, He 6n0OKnpys apuTBEHTPUKYASAPHYO MPOBOAM-
MOCTb: nposefeHue 1:1 MOXeT yXyAWwuTb reMoanHamuky [2],
AMMnofapoH peKoMeHAYyeTCs AN HenpoAOSIKUTENIbHOro npuema
UnK nauneHTam 6e3 anbTepHaTUBHbIX BAPMAHTOB NPOMUNAKTNKM
peunanBupytoLen npescepaHon Taxukapanu. HabnwogarenbHole

Mokasanua K UMNNaHTaLUUM aBTOMATU3NPOBAHHOIO UMNTAHTUPYEMOro KapauosepTep-aedmbpunngrTopa
npu BINC y B3pocnbIx

OctaHoBka cepaua BuBEHTpMKyNApHas duanonorus u Tetpaga ®anno + (akTops! pucka
Bcreactsre OX nin cucTeMHbIn JDK (IlaC) BCC (l1aC)
reMoJNHAMUYECKN
HenepeHocumas XT (IC) oB< Il I oK > 3 mec 0K | Py6ey MK
35% || no NYHA || Tepanus || >ropa QRS 2180 mcek |
VcknioyeHmne | JucdyHkums JTHK
06paTUMBbIX NPUYNH HeoGbsiCHUMbIE CumntomHas XXT |

Ycronymneas XXT nocne reMoANHAMUYECKONR OLIEHKN
1 BoccTaHoBneHus (IC)

I 1) | MHayunpyemas XKT\OXK |

®B cucremHoro MX < 35% + ®P (lIbC)

Jon | AucdyHkuma JHK |

QRS 2140 mcek |
| Muayuupyemas XNoX | [ 1-1 oK no NYHA
KartetepHas Xupypruyeckas | HeycToitumeas XXT |
abnaums abnaums

| Taxenas peryprutauus |

Pucynok 7.1.1. Anroputm no npumenenuto UK[] y B3pocnbix nauuenTos ¢ BIC
Figure 7.1.2. Algorithm for implantable cardioverter defibrillator in adult patients with congenital heart disease
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ncenenoBaHus Co06LLIAT 0 ANCHYHKLNN LMTOBUAHOI XXenesbl y
13-36% B3pocnbix nauueHtos ¢ BMGC, nonyyaBwinx aMmmoaapoH;
(bakTOpamm pucka TUPEOTOKCMKO3a SBMAIOTCA >KEHCKWiA mon,
UMaHoTUYHbIe BIC, HU3KMIA MHAEKC MACChl Tena, NepeHeceHHas
onepauuns ®oHTeHa unun Jo3uposku > 200 Mr B geHb [2, 291].
[lns onTMManbLHOro nevyeHus aputmuii nauneHtos ¢ BIC

CrneflyeT HanpaBnsiTb B LEHTPbl C MyAbTUAMCLMMNIMHAPHON KO-
MaHLON W ONbITOM JIE4eHNA 3TO KaTeropum 60MbHbIX [2]. Y BCEX
NauMeHToB HeOBXOAMMO NPOBOAUTL OLEHKY W KOPPEKLMI0 BCeX
06paTMMbIX (DaKTOPOB (3/IEKTPONINTHBIE HAPYLIEHUS, MLWeMus
MUOKapaa, NPOapuUTMOreHHbIi 3peKT NeKapcTBEHHbIX npena-
paToB, rMnepTMpeos, BOCNANUTENbHbIA NPOLECC).

| Moka3anua k umnnantauum IKC npu BIIC y B3pocnbix

CuHppom 6pagukapamm-
Taxukapguu (l1ac) (I1aC)

CuHycoBas / y3nosas 6pagukapans CkomnpomeTupoBaHHas

remogunHamuka (l1aC)

BHyTPUNpEACepAHas | [nesHas YCC < 40 ya B MuH | |

May3bl > 3 cek

PeLMNpoKHas
TaxuKapaus

KareTepHas abnaums He LOCTyNHa
Unu HapheKTMBHA

FocnuTanu3auus B cneuuann3upoBaHHbIi
cTaLWoHap

PucyHok 7.1.2. Anroputm no 3KC y B3pocnbix nauuentos ¢ BIC

| CuHycoBas 6pagnkapams | | AB-LIUCUHXPOHNSA

YmepeHHble BI1C+y3noBas \cuHycosas
opagukapaus (IIbC)

| [nesHas HCC < 40 yn B MUH | | May3bl > 3 cek |

Figure 7.1.2. Algorithm for the pacemaker in adult patients with congenital heart disease

MNoka3anus K npoBeieHUI0 KaTeTepHoii abnauun npu BIC y B3pocnbIx

Jlerkue BIIC (IC) YmeperHble BIC (l1aC)

CumnToMHas moHoMopdHas XKT, npu
HeXenarenbHOM Ha3Ha4YeHUm
menukamenTosHo Tepanuu (l1aC)

CumntomHas, yctonymeas HXXT unu ecnu HXT moxeT cTaTbh
npu4mnHoi BCC

MpoBenenune onepaunu LenecoobpasHo
B CMELUaNU3UPOBaHHOM CTaLUOHape C
JI0CTATOYHbIM OMbITOM

[lononHuTenbHas Tepanusa K

BossparHas
MOHOMOpPpHas KT

umnnantaunmn UKL (IC)

[MocTosiHHasA KT

INeKTpu

MeAVKaMEHTO3HON Tepanuen nim nepenporpaMmMnpoBaHnemM

YECKUI LUTOPM, HE KYNUpyHoLwmiics

nKa

Pucynok 7.1.2. Anroputm no JKC y B3pocnbix nayuentos ¢ BMC

Figure 7.1.2. Algorithm for the pacemaker in adult patients with congenital heart disease
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Tabnuua 7.1.1. PekomeHgaLuu no KaTeTepHoii abnawyuu
Table 7.1.1. Recommendations for catheter ablation

PekomeHpauum Knacc YpoBeHb
peKkoMeHaauum [oKa3aTenbHOCTH
MaumeHTam ¢ nerkoi qpopmon BINC npu peumnamsmupytoLeirt cumntomHoin HXXT* unu pucke BCC npm I C

HXXT B Ka4ecTBe ansTepHaTMBbl ANNUTESIbHON MeANKaMEHTO3HOM Tepanui peKoMeHAYeTCcs KaTeTepHas

aonaums [2, 17].

Mpu peungmempytoLlein cumntoMHoi HXXT* nnm pucke BCC npn HXXT y 601bHbIX C yMEPEHHbIM/ lla C
TsKenbiM BINC pekomeHayeTcs kateTepHas abnauus B yCNOBUAX 3KCMEPTHOrO LeHTpa [2, 17].
KateTepHas abnauus B JONoNHeHWe K umnnanTeuum KL nokasaHa nauueHTam ¢ 4actoi I C

peuuanBMpyoLLei MOHOMOPAHOM KT, 3M1IEKTPUYECKUM LUTOPMOM NPU HE3d O EKTUBHOCTH

MeJNKaMeHTO3HOr0 NeveHns unu nepenporpammupoBanus VKL [2, 17].

KateTepHas abnauns pekoMeHayeTcs naumeHTam ¢ CUMNTOMHON MOHOMOPEHOM ycTon4mBon XKT npu lla C
HENepeHoCMMOCTI aHTUAPUTMUYECKOI Tepanui B YCIIOBUAX 3KCMIEPTHOrO LieHTpa [2, 17].

[MaumeHtam ¢ BCC B aHaMHe3e 1 YCTOi4MBbIMU napokcuamamu XKT nokaszaHa umnniaHTaums I C
KapanosepTepa-4ecomopunasTopa npyu 0TCyTCTBUM MPUYUH X pa3Butus [2, 17].

VKL pekomenayetca nauueHTam ¢ BINC n cumntomHomi yctondnsoii XKT nocne I C
9NEKTPOCN3NONOTMYECKOTO NCCNEL0BAHNA M OLIEHKW reMognHamukm [2, 17].

VKL pekomeHayeTcs B3pocnbIM nawueHtam ¢ BINC npu dpakuumm Bbibpoca JK < 35%, Hanuynem lla C

[BYX XXeJlyAo4KoB 1 cepaeyHon HegoctatoqHocTh (Il unu Il @K no NYHA), HecMoTps Ha onTUManbsHyo

MeOMKaMEHTO3HYI Tepanuio B Te4eHne >3 mec. [2, 17].

VK[ pekomenayetcs naumeHtam ¢ BI1C n 06Mopokamu HeU3BECTHOIO NPOUCXOX/AEHUS B COHETAHUN C lla C
TSKESI0M XKeNyA04KOBON AUCHYHKLMEA UK MHAYLMPYeMON ycTonunsoil XKT [2, 17].
WKL cnenyet paccmarpusarth y nawMeHToB ¢ TeTpagon Gannio ¢ MHOXXECTBEHHbIMU (akTopamu lla C

pucka BCC, Bkntoyas gucyHkumto JIK, HeycToinyusyto cumntomHyto XKT, ANUTENbHOCTb KOMMeKca
QRS > 180 mc, Hann4ne 06LWMpHbIX py6LoB MXK no faHHeIM MPT unu yctoinunsoi XXT — cNOHTaHHOM
U1 MHOYLMPYEMOi Npy NPorpaMmmpyemoil CTUMYNALN XXeNyao4kos [2, 17].

Vimnnantauma MK moxeT 6bITb paccMOTPeHa y naumeHToB ¢ aucdyHkumen MK (OB < 35%) npu Ilb C

HanM4ny LOMOMHNUTENbHBIX (DAKTOPOB pucka [2, 17].

Mpumeyanue (Note): cuHo-aTpuanbHas peLMNpPOKHAA Taxwkapaus, npefacepaHas Taxukapaus, AB-y3nosas peumnpokHas Taxukapgus; BCC — BHe3anHas cepaevHas
cmepThb, VKL — umnnantupyembiin kKapanosepTep-gedonbpunnatop, XKT — xenyaovkosas Taxumkapans, JK — nesblit xenygodek, HXXT — Hafkenyno4kosas Taxukapauns,

OB — (hpakuus Bbibpoca.

Tabnuua 7.1.2. Pexomengauuu no IKC
Table 7.1.2. Recommendations for the pacemaker

Pekomenpauuu Knacc YposeHb
PEKOMEHAAUMN [0Ka3aTeNIbHOCTH
MmnnaHTtaums IKC pekoMeHayeTcs B3POCSbIM NaLWUeHTam ¢ CMHAPOMOM Taxmkapaun-6paankapani lla C

npw BIC ana npenotepatenns BIPT B cny4ae 6e3ycneLlHoi abnaumm uiam oTcyTCTBMN BO3MOXHOCTH

ee nposefexus [2].

Mmnnantaums 3KC pekomeHayeTcs nauueHTam ¢ Tsxxenon oopmoin BINC n 6pagnkapameii (HCC B lla C
LHeBHOe Bpems < 40 ynapos/ MiUH. unu naysbl > 3 cek) [2].

NmnnanTaums 3KC pekomeHayetcs naumeHTam ¢ BI1C v HapyweHuem reMOAMHAMUKL BCIeCTBIE lla C
CWUHYCOBOM GpagnKapanm unn npescepaHo-Xenyao4KkoBo JUCCUHXPOHNK [2].

MmnnaHtaums IKC MoXXeT 6bITb peKOMEH0BaHa nalueHTam ¢ ymepeHHbiM BITC npu 6paankapamu lla C

(4CC B gHeBHOE Bpems < 40 ynapoB B MUHYTY Uy naysbl > 3 cek) [2].

Npumeyanue (Note): BNPT — BHyTpunpencepaHas peuunpokHas Taxukapaus (IART — intra-atrial reciprocal tachycardia), YCC — yacToTa cepAeYHbIX COKpaLLeHuid

(HR — heart rate), 9KC — anekTpokapanoctumynsTop (pacemaker)

7.2. KposoxapkaHobe

B coBpemeHHON NUTepaType KpOBOXapkaHbe He paccmarpuBa-
eTCA Kak BeayLlas npuyanuHa cMeptn y 6onbHbIX ¢ BIC [2, 17]. Mpu
MOSIBIIEHNI KPOBOXapKaHbs CeAyeT BbINOSMHUTL PEHTreHorpadunio
OpraHoB rpynHon knetku ¢ nocneaytoulein KT. ConyTcTBYHOLLYIO aH-
TUKOArYNSAHTHYIO UW [ie3arperaHTHy0 Tepanuto cneayet BPEMEHHO
npekpatutb [23, 220]. PekoMeHayeTCs Ha3Ha4yeHne NpoTUBOKaALLe-
BbIX CPEACTB, NMPWU aHEMUM — KPOBE3aMEeCTUTENbHOI Tepanuun. Y
B3pOCNbIX nauneHtos ¢ BIC, JTT 1 KNMHMYECKM 3HAYMMbIM KPOBO-
XapKaHbeM Crefyet pacCMOTPeTb BOSMOXHOCTb 3HA0BACKYNAPHOM
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3M60MIM3aLMN CUCTEMHO-NIEr0YHbIX KonnaTepanbHbIX apTepuit (pas-
nen 6.1.3.) [292].

Mpw unanoTuyHbix BMGC, BMNC nocne nannmatuBHbIX LWYHTUPYHO-
WX onepauui, KOHAYMTOB U Ap., C UCKYCCTBEHHbIMU KnanaHamu,
MHAEKLMOHHBIM 3H0KAPANTOM B aHaMHE3e PEKOMEHYETCS aHTu-
6uoTMKonpodmnakTika B Te4eHne 6 MecsLes Mocre onepaunn Ha
nepuog anutenusaunsa npotesa [2, 17]. B cnyyae nuxopagkn He-
SICHOTO NPOWUCXOXAEHMS UAW HANUYUM HEMOTMBMPOBAHOW NOTEPM
BECA, CHXKEHUM PaboToCNOCOBHOCTM, FONIOBHbIX 6ONEN 1 ap. cne-
QYeT UCKMKYMTb JHA0KAPAUT 1 LepebpanbHble abeueccb [2].
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8. 0COBbbIE COCTOAHKSA
8.1. bepemeHHOCTb

MaumneHTkam ¢ JIAT-BIC, B 4aCTHOCTM CMHAPOMOM JA3EHMEH-
repa, 6epeMeHHOCTb NPOTUBOMOKa3aHa. MHopmaums o Bbl6O-
pe KOHTpalenuuu npusedeHa B pasgene 6.2. GakTopamu pucka
MaTepUHCKON CMepTHOCTW aBnatoTca Tsxxkenaa JII, no3gHas ro-
CnuUTann3auma 1, BO3MOXHO, UCMONb30BaHNE 06LLEil aHecTe3uu.
MauneHTKn ¢ CUHAPOMOM Ji3eHMeHrepa TpebyT 0c060ro BHU-
MaHus B CBA3U C AOMOSHUTENbHbIMU OCNOXHEHNAMU: LMAHO3,
c6pOC KpOBW CrpaBa HaneBo M mapafokcanbHble améonuu. Mpu
CUHApOMe Jii3eHMeHrepa MaTepuHCKas CMePTHOCTb COCTaBnseT
30-60% (cuHKONe, TPOMO0O3IMOONNYECKME OCNOXKHEHUS, TUNOBO-
nemuns, KpoBOXapkaHbe, npeaknamncua) [2, 210]. bonbWwmrHCTBO
CMEpTENbHbIX CMly4aeB NPOUCXOANUT BO BPEMS POLOB MAK B nep-
Bble Heflenu nocne pogopaspewenus [17, 211]. Bo Bpems 6epe-
MEHHOCTW CUCTEMHas Ba3oaunataums yBenuymBaet copoc KPoBu
CNpaBa HaNeBO M YMEHbLUAET NErOYHbI KPOBOTOK, 4TO NPUBOANT
K YBENUYEHMIO LMaHo3a u cHKeHuto CB. Ecnn naumeHTKa oTka-
3bIBAETCS OT NpepbiBaHUS 6EPEeMEHHOCTI, HEOOX0AMMO MEXANC-
UMNNUHAPHOE B3aMMOAENCTBIE OMNbITHBIX aKyLIEPOB/rMHEKONOroB,
KapAauonoros, aHecTe3nonoroB, PeaHuMartosioroB W HeoHaTosno-
ros. MpodpunakTnka Tpom603a MOXKET NPOBOANTLCA C MOMOLLbIO
AHTaroHWCTOB BUTAMUHA K MM HU3KOMOMEKYNAPHBIX FenapuHOB.
HasHadeHue npsMbIX 0panbHbIX aHTUKOAryNsHTOa HE PEKOMEHAY-
etca [2, 292].

®eTanbHble U HeOHaTaNbHbIE PUCKKM CBA3AHbI C HU3KMM CB 1
uMaHo3oM. MaTepuHcKas runokcemus SBNSeTCS Hanbonee Bax-
HbIM MPEAMKTOPOM MCXoda. YacTo cnyyarTcs BbikmabiwK. B cny-
Yae HacTynjeHns 6epeMeHHOCTM NALMEHTKN JOMKHA HAbN0AaTbes
MYNbTUANCLUNAUHAPHON KOMaHAOW npu yyacTun akcnepta no JIT
B CMeLWann3MpoBaHHOM Y4peXAeHUN Ans neveHns 6epeMeHHbIX C
CepLe4HO-COCYAMCTOI naTosorueil.

bepemeHHbIM C BrepBble BbIABAEHHON JII NPOBOLMUTCA CTaH-
AapTHoe 06cneaoBaHme B COOTBETCTBUE C KIMHUYECKUMUN PEKOMEH-
paumsmu. IxoKl ABNSeTCA KNYeBbIM METOAOM AMArHOCTUKM [2,
9, 292]. [pyrve amarHoCcTMYeCKMe Lark nnaHupyTcs UHAUBUAY-
anbHo. Tak, KMNOG pekomeHayeTcs TONbKO B TOM Ciyyae, ecnm uc-
CneoBaHMe MOXKET NOMOYb B YCTAHOBMEHWUM ANMArHo3a U NPUHATAK
BaXXHbIX TEPaneBTUHECKNX peLleHni. [JaHHoe nccneaoBaHme gomk-
HO ObITb BbIMOSHEHO B CMeLMannM3nMpoBaHHOM LieHTpe. KoHcynbTa-
LUMS BPAYOM-TE€HETUKOM NPOBOLMUTCA NPU OTATOLLEHHOM CEMEAHOM
aHamHese. HabnogeHne B TDETbEM TPUMECTPE MOXKET NOTpeboBaTh
YACTbIX eXEHEAEeNbHbIX MOCELIeHNA. Ha KaxaoMm BU3UTE AOMKHA
NPOBOAMTLCA AeTanbHas OLEHKA, BKNKOYas onpefeneHne catypauum
KWUCNOPOAA B KPOBM 1 OLEHKY chyHKLmm K. Tpn Hanu4um KnnHmnye-
CKMX NPOSBEHUIA NaLMEHTKaM MOXET NoTpe60oBaTbCA NOCTENbHbIA
pexxum. Puck pa3Butus TpoMO603MOONMIA 04eHb BbICOK, MOITOMY
AOMKHO 6bITb 06CYXKAEHO Ha3HAYEHMEe aHTUKOArYNSHTHOM Tepanuu.
MaunenTkn ¢ XCH MOryT Hy)XXAaTbCA B Ha3HaY4eHWU OMYPETUKOB,
CneayeT y4uTblBaTb BOSMOXHBIA feddnumT Xenesa. bepeMeHHOCTb
npu JTAI — cOCTOS\HME BbICOKOrO PUCKaA, NO3TOMY B 0653aTeNIbHOM
nopsiKe AOMMKHO 06CYXXAATbCS Ha3HAYeHMe Cneundmryeckoro neye-
Hus. CTpaTudnKaumio pucka cneayer NnpoOBOAUTD TaK Xe, Kak Yy BCex
naunentos ¢ JIAT. 1o HacToALLEro BpeMeHW OTCYTCTBYIOT [0Ka3a-
TeNbCTBA B MOMb3Y NPUMEHEHMS MOCNEeA0BATENbHON KOMOMHUPO-
BaHHOW Tepanum B CPaBHEHWUU C HA3HAYEHMEM CTAPTOBOI KOMOBUHM-
POBAHHOII Tepanun y 6epeMeHHbIX NauueHToK. bo3eHTaH u apyrue
AP3J accouumpyrotcs ¢ amépuonaTneit n JOMKHbI 6bITb OTMEHEHDI,
€CNN 3TO He NPUBEAET K 3HAYUTENIbHOMY YBENUYEHUIO puUcKa Ans
matepu [5, 9, 292]. KoropTa nauueHToK ¢ NoNoXuTenbHbIM Ba3o-
PEeaKTUBHbIM TECTOM W XOpPOLIMM 0TBETOM Ha Tepanuio BKK umetot
60nee HU3KUIA PUCK OCNOXHEHUH, Tepanus BKK fonmxHa 66Tk npo-
AOMKeHa.

JIAT-cneumndpnyeckas Tepanus A0JKHA ObiTb ONTUMU3MPO-
BaHA: BO3MOXHO HasHayeHue O35 cunpeHaduna, ¢ KOTOpbIM
HakonsieH Han6onbwmit onbIT. Mpu JIAT ®©K IV (BO3). Taxenoi
npasoxenyno4kosoi XCH nokasaHa KOMO6UHWPOBaHHAs Tepanus ¢
NPUMEHEHNEM WHIranALMOHHOro unonpocra [2, 9, 23, 292]. Mpu-
meHeHune AP3 u puouunryata Bo Bpems 6epeMeHHOCTI NPOTMBONO-
Ka3aHo C y4eTOM TepaTOreHHOro AeiicTBNA Npenaparos.

Pofbl [OMKHbI NPOBOAUTLCA B 3KCMEPTHOM LIEHTPE, rae Ao-
CTYMHbI NpoUeaypbl 3KCTPAKOPNOPanbHON MeMBPAHHOA OKcure-
HaUWU U 9KCTPEHHAs TpaHcnnaHTaums. Bo3MOXHbI eCTECTBEHHOE
POAOPA3PELLEHIE N KecapeBo ceveHne. ApTepuanbHas runoToHus
Tpe6yeT HEMeSIEHHOrO IeYEeHNs C BOCMOSTHEHMEM 06beMa W, Npw
Heo6X0aMMOCTH, Ha3Ha4YeHNeM Ba3onpeccopoB. Bo Bpems poaos
MO>XHO pacCMOTPETb BONPOC O NMPUMEHEHUN NpocTaHouaos [292].

8.2. NnTeHncnBHasA Tepanusa N MHTEPBEHLMOHHOE JIeYeHue

MauvenTsl ¢ JIAT ¢ npaBoxenyno4koBoir XCH u/ wnn nepe-
HECLUME XWPYPru4yeckoe BMELLaTeNbCTBO TPEOGYT WHTEHCUBHO-
ro nedveHus. Q6LLMe NPUHLMMBLI BKKOYAIOT NEYEHNEe TPUITEPHbIX
(hakTopoB (aHemusi, apuUTMUK, UHGEKLUU, COMYTCTBYIOLME 3a-
6onesaHua), onTumusauuio npegHarpysku K (ouypetukun) u
nocTHarpy3ku (JIAr-cneundomyeckne npenapatbl), ynydwenue CB
(MHOTpOMHbIE CpeAcTBa) W NOAAEPXKAHUE apTepuanbHoro Aassie-
HUA (Basonpeccopsl) [1, 9, 23].

JlononHutensHble Mepbl BKITHOYAKOT BEHOAPTEPUANbHYIO 3KC-
TPakopnopanbHyld MemOpaHHYl0  OKCUreHauuio, 6annoHHyo
npefcepAHyl0 CENTOCTOMUIO, BbINOSIHEHME ONepaLui HanoXeHus
asactomosa no [1oTTcy, TpaHCcnIaHTaLMIO NIErKUX UK KOMIEKca
cepaue-nerkue. B cnyyae npepLlecTsylollen onepauum ¢ Hano-
KEHMEM 3annatbl MeXnpencepAHoi Neperopofku, npoBeaeHune
NpeAcepAHoi CeNnTOCTOMUM MOXET 6bITb TEXHUYECKM 3ATPYLHEHO
U HEBO3MOXHO. VIHTEpBEHLIMOHHOE co3faHne aHactomosa [loT-
TCA paccMaTpuBaeTcs B HACTOALLEe BPEMSA KaK 3KCMepUMeHTanb-
Has npoueaypa [2, 19].

MMpu cuHapoMe J3eHMeHrepa O6LUNPHbIA CNEKTP COnyTCTBY-
foLLnX 3a601eBaHIUN OCIOXKHSAET aHECTE3NI0 U BEAEHNE UHTEHCKB-
HOW Tepanuu. BaXHO KOHTPONWPOBaTb YPOBEHb TEMOMNO6MHa,
LienieBble 3Ha4eHUs afianTupoBaHbl K HacblleHuo 0,. CMepTHOCTb
BbICOKA [aXe Mpu MaHoBbIX XMPYPruvecKMx BMeLlaTesnbCTeax u/
unu aHectesumn (4-7%) [2, 17]. MockonbKy MexaHu4yeckas nog-
JepXXKa KpoBOOOGpALLEHNA, KaK NPaBusio, UCKIHOYAETCH NPK CUH-
ApoMe D3eHMEHrepa, ckanaunio neveHus (Hanpumep, UHBaA3MB-
HasA BEHTUNAUMA, 3aMEeCTUTEeNIbHaA Mo4YevyHas Tepanus) crepyer
paccmaTpuBaTth B KOHTEKCTE 06LLEro nporHosa.

BeHoapTepuanbHas akcTpakopnopanbHas Mem6paHHas oKcure-
HaUMA MOXET NPUMEHSATLCA B OTHESbHbIX CIy4aax npaBoXenynoy-
KOBOW W/ UNN JbIXaTenbHOW HeLOCTATOYHOCTM Kak NPOMEXYTo4YHas
npoueaypa [0 BbI3A0POBNEHUA UK TpaHennaxnTauum [1, 2, 4, 9].

9. AJIFOPUTM BEJIEHUA

Mpu nogo3peHun Ha Hanuyme JIT peKOMeHyeTCs HanpaBnsTh
60MbHbIX B 3KCMEPTHbIA LIEHTP ANg 4006CNeA0BaHUS W PELLEHNs
Bonpoca 06 onepabenbHocTy [1, 4, 11, 19]. B rpynny CKpuHKUHra
JIAT BXOAAT BCE NaLMEHTbl C Xupypruyeckoit koppekuuei BIC B
aHaMHe3e.

BonbHbIM B CNy4ae BbISBNEHUS KIIMHWHECKNUX MPU3HAKOB K
cumnTomoB JII pekomenayetcsa nposegeHne 3xoKr. Mpu cpeaHen/
BbICOKON BEPOATHOCTM Hanuyma JIT no aaHHbiM 9xoKI cnepyeTt
MPOBECTW KOMMNIEKCHOE 06CNe0BaHNe ANS YTOYHEHMS ANarHo3a,
YCTAHOBMEHMS 0NepabenbHOCTH, ONPeAeneHns TaKTUKA NeveHus
[3,4,5,19, 294].

MockonbKy anroputm neyveHus J1AT B pekomengauusx ESC/ ERS
2015 r. aBnsetca HecneunduyHbiMm ans BIC, akcnepTbl agantu-
poBanu anropuTM KeNnbHCKOr0 KOHCEHCYCa, KOTOPbIA Y4WThbl-
BaeT O0COOEHHOCTW [JaHHOW rpynnbl MaUWeHTOB W BKIIKOYaeT
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XUPYpruveckue noaxofbl, 06LIME Mepbl, MOLAEPXKUBAOLLYIO W
cneundmyeckyto Tepanuio J1AT (puc. 9.1.) [11].

[na onpepenenuns ne4e6Hoi cTpaTern NpoOBOAMTCS UHBA3MB-
HOE MCCIIe0BaHNe — KaTeTepusauus npasblx OTAEN0B CepaLa Kak
«30M0TOM» CTaHAAPT ANArHOCTMKM, NPU HEOOXOAMMOCTH, KaTeTe-
pusauus nesbix 0TAeN0B cepaua [1, 2-5, 9,19].

Peluesne 0 Bbi6ope Jie4e6HOM TakTMKKM Y naumeHTos ¢ JII npm
BIMC ROMKHO MpUHUMATLCA B 3KCMEpTHOM UeHTpe JII mMexaucum-
MAUHAPHBIM KOHCUAWYMOM, BK/HQYAOLLMM TepaneBTOB, PEHTIEHO-
NOroB, KapAMOXUPYProB C JOCTATO4HbIM ONbITOM nedeHus J1T. Mocne
YCTAHOBNEHUS [OMAarHo3a BCEM MauMeHTaM MOKa3aHbl Ha4anbHble
MeponpuATUA, CBSI3aHHbIE C COBNIOJEHMEM O6LUMX PEeKOMeHAaLMi
1 Ha3Ha4eHneM nopaepxusatolen Tepanui. Maumentam ¢ JNIAM-BMC
HasHa4arT JIAT-cneunduyeckyo MoHoTepanuio B Buae AP w/unu
NoO35. NAT-cneumndmyeckas Tepanus MOXeT ObiTb Ha3HavyeHa B
3KCMEPTHOM LIEHTPE NoC/e NPOBEeLEHNA COOTBETCTBYIOLMX AMarHo-
cTnyeckux npoueayp. MpefonepaunoHHas NoAroTOBKA MOXET BKITHO-
YaTb HasHadeHue JIAT-cneunduyeckoil Tepanum CPOKOM Ao 6 Mec.
Mpwu COXpaHeHMM CUMNTOMOB, HECMOTPSA HA NPOBEAEHME creunduye-
CKOW MOHOTEPaNUK, Ha3Ha4aeTca KOMOMHALMS Npenaparos, BK0Yas
npocTaHouabl. ECnu pesepBbl MEAMKAMEHTO3HOI Tepanuu ucHepna-

Hbl, BO3MOXXHO NMpoBefeHne 6anioHHOA CenTOCTOMUN U/WNK TpaHC-
nnaHTauum nerkux/komnnekca cepaue-nerkue (puc. 9.1) [2, 9, 19].

10. NPO®UNAKTUKA U AUCMAHCEPHOE HABNHOAEHUNE

lMnaH HabntopeHus 3a naumeHtammu ¢ JIAT-BIC B uenom coot-
BeTCTBYeT 06wmmM pekomeHaauusm ESC/ERS, Bknioyas KnuHmu-
yeckyto oueHky, ®K (B0O3), 3KI, T6MX, kapavonynbMOHamnbHbINA
Harpy304HbIn TecT, XoKI n nabopartopHble uccnegosanns [1, 4,
9, 295-297]. Teuenue JIAI-BIC, kak npasuno, 6onee [o6poKaye-
CTBEHHOE MO CPaBHEHWIO C ApyruMu hopmamu natonormu. 310 03-
Ha4aeT, YTO MHTEPBANbI MEXAY BM3UTaMN HabNAEHNS, KaK NpaBu-
N0, MOTyT 6bITb 60N1EE ANTUTENbHBIMN.

Bcem nauuentam TpebyeTcs perynspHoe o6cnefoBaHne B 3KC-
nepTHOM LieHTpe no JIT'. YactoTa BU3MTOB YCTaHABNUBAETCA UHANBU-
AyanibHO, HO He pexxe 0fHOro pasa B rofg (taén. 10.1., taén. 10.2.).
B Komnnekc ancnaHcepHoro HabnaeHns skntodatotes KN, IXoKT,
T6MX ¢ nynbcokcumetpueir. [anbHeidlwee HabniofeHne nauneH-
TOB OCYLLECTBMSETCA C MHTepBaioM 6-12 mecsaues [2, 17]. AHanu3
ra3oB apTepuanbHOi KpOBM 00bIYHO He TpebyeTcs, AOCTATOYHO
NpoBefeHNs NyNnbCOKCUMETpUW. [ng MNOATBEPXAEHMA [OuarHo3a
JnoctatoyHo nepsuyHoit KMNOC, nanee MpHBa3mBHOE 06Cnea0BaHNUE

|
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C BO3MeLLeHnem 06bema Het Y4€TOM BO3MOXHbIX NPOTUBONOKA3aHMI)
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Cneuncmnyeckas Tepanus
K II-IV (BO3)
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BMeLLaTeNbCTBA nm
- ViHrnéutopsl ®L13-5
Unm
- CTUMynSTOPbI PaCTBOPUMOIA
ryaHUnaTuUmuKnass!
TwarenbHoe HabnaeHue unu
B 9KCMEPTHOM LIEHTpe - [pocTanongs!
unm

Paccmotpetb
BO3MOXHOCTb

TpaHcnnaHTaLn
cepaua/nerkux ¢
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PucyHok 9.1. Anroputm guarHocTuku u nevyenus JIAr-BIIC [11]

Figure 9.1. Algorithm for the diagnosis and treatment of PAH-CHD [11]
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Ta6nuua 10.1. Mepbl npochUNakTMKKU U 0COOEHHOCTN AUCNAHCEPHOro HABNHOAEHUA

Table 10.1. Preventive measures and features of dispensary observation

Pekomenpauuu Knacc YpoBeHb
pexoMeHpauun AoKas3aTeNbHOCTH
PekomeHayetca perynspHoe o6cnenoBanune 60nbHbIx ¢ JII npu BIIC B 3kCcnepTHOM LIEHTpe I C

(dbmsukanbHbIN OCMOTP, NYNbCOKCMMETPUSA, TAB0PATOPHbIe nccneaoBaHus, IKI, peHTreHorpadus
OpraHoB rpyaHOM KNETKMW, aX0Kapauorpagus) He pexxe 04HOro pasa B rog [1, 4, 9].

PekomeHayeTcs NpoOBOAMTL AMHAMUYECKOE HabnoAeHne 3a 60nbHbIMKU nocne koppekuuu BI1C ¢ lla B

NpoBefeHNeM HEMHBA3WBHOIO CKpUHMHIa JIT kaxzaple 6 mec. [1,2,4].

PekomeHayeTcs ocyLecTBnATh HabloAeHNe 3a 60nbHbIMKM JTAT nocne koppekummn BINC npu I B
HasHa4veHum JIAT-cneuudomyeckon Tepanum Kaxable 6-12 mecaues Ang OLEHKN pe3ynsTaToB Tepanum

11 peLLeHns Bonpoca 0 TakTuke seaenud [1, 17, 19].

Mocne onepauuu koppekumm BIC y Bcex 60MbHbIX PEKOMEHLYETCS OLEeHMBATh (DYHKLUMOHAMBHbINA I C
craryc (®K, T6MX) kaxzble 6 mecsues [2, 17, 19].

[Mocne onepauunu koppekuumn BINC Bcem 6051bHbIM PEKOMEHAYETCA perynspHoe nposefeHne IXoKI I C
Kaxable 6 mecaues [2, 9, 17].

KoHTponbHas KINOC pekomeHayeTcs Ang onpefeneHns TakTuki BefeHns 60nbHbIX ¢ JIAT-BIC Kaxable I C
6-12 mecaues [2, 9, 17].

PekomeHayeTcs exxemecsyHblil KOHTPoNb MHO y BCex 60/bHbIX, MOMYHAIOLLMX aHTArOHUCTbI BUTAMUHA I C
K[1,2,9, 11].

PekomeHayeTcs exxemMecsi4HbIA KOHTPOSIb FeMOrno6uHa n doepmeHToB nevenn (ACT n AJIT) B Kposw I C

npu HasHadveHuu AP [1, 2, 4, 11].

CneayeTt NOBTOPATb B TOM Clly4ae, eC UMEETCs LMarHoCTUYecKoe
060CHOBaHME UM NPOM3OLUAN KITMHNYECKN 3HAYUMbIE U3MEHEHNS.
Y6eauTenbHbIX AaHHbIX B NOMb3y nposefeHns nostopHoii KMOC
NPU HEKOPPUTMPOBAHHbIX NOPOKAX He MOoMy4YeHo.

OueHKa pucka NPoBOAUTCA TaK Xe, Kak W npu Apyrux gopmax
JTAT; oiHaKo cneayeT OTMETUTb 0C0O0bIE ACMEKTbI NPW HANMYNUK BY-
HanpaBNeHHOro LWyHTa, Korga /1A npumepHO COOTBETCTBYET CU-
cTemMHoOMY faBneHuto. Mpasoxenynodkosas XGH BO3HMKaAET pexe,
yem npu JTAT nocne xupypruyeckoro 3akpbitusa unu WIT. CteneHb
TSKECTW 3aBUCUT OT COOTHOLLEHNS Qp/QS, KOTOPOE BO3MOXHO KOH-
TPONUPOBATh C MOMOLLbIO NYNbCOKCUMETPUIA. Ha Ka4eCTBO XKU3HN 1
NPOrHO3 0Ka3blBAOT BNMAHME, MMaBHbIM 06pa30M, COMYTCTBYIOLLAS
naTonorus unu ocnoXxHexna [2, 17, 19, 294J.

Mpu coxpaHeHUn LWYHTOB Y 60MbHbLIX C HEKOPPUrMPOBAHHbIMM
BIC cuHKone BO3HMKAOT peaKo. BMecTe ¢ TeM CreayeT y4nThiBaTb
HEBPONOMMYECKYID CUMNTOMATUKY, BO3MOXHbI PUCK HapYLUEHWIA
MO3roBOr0 KpOBOOOPALLEHWUS UK BHYTPUYEPENHbIX aB6CLECCoB Npu
NPOSBNEHNAX MNEPBA3KOCTM KPOBY.

Mocne xupypruyeckoit/ aHnoBackynspHon koppekuun BINC na-
LMEHTbI HAXOAATCA HA AMCNAHCEPHOM Y4éTe, KaK MUHUMYM, B Te-
yeHue roaa. MaumeHTsl ¢ aucdyHKUmeir JIK, 0CTaTO4HbIM LLYHTOM,
JTAT, aopTanbHoii peryprutauuneil, 06CTPYKLMEH BbIHOCALLErO TPaK-
Ta Xenyno4KkoB CepALa AOMKHbI HAbNAATLCA eXXeroHo B cnewma-
NN3NPOBAHHBIX LEHTPax. Y naumeHToB ¢ HE60bLUNM BPOXAEHHbIM
unu octatoyHeiMm AMMMN/ AMXKI npu coxpanHoi doyHKumm JTK, oT-
cyTtcTBum J1I 1 apyrux nopaxxeHuii BOSMOXHO paccmaTpmBath BU3K-
Tbl HA6NIOAEHUA € UHTepBanom 3-5 nert. flocne 3HAOBACKYNAPHOIO
BMeLLaTeNnbCTBA HEOOX0AUMO PerynspHoe HabnofeHne B Te4eHue
nepBbIX 2 NET, anee B 3aBUCUMOCTU OT peaynbrata — Kax[ble 2—4
rofa.

Mpu onpeneneHni KpaTHOCTW HABNOAEHMs CneayeT pyKOBOA-
CTBOBATbCA Hanuymem cumntomoB XCH, COCTOSiHMEM remoauHa-
MUKW, HaNU4MEM HapyLLEHUWA puTMa cepaua, runokcemunm u Aap.
Puck passutug nNONHOM aTPUOBEHTPUKYNAPHONA 6nokagbl Tpebyet
0c060ro BHMMaHMA y nauueHToB nocne 3akpbitua OMMN/OMXKI B
Cnyvae passuTus 6UMACLMKYNSAPHONA 610Kaabl UK TPAH3UTOPHOM
TPEXNY4KOBOW 6nokadbl. IXOKI no3BONSAET YCTAHOBUTbL HanUuue

A0pTaNbHOM WNKN TPUKYCNWAANbHOA peryprutauum, 0CTaTo4HOro
LUYHTA, ANCAYHKLMM Xenyao4KoB, nosbllwenne JJ1A, passutue cy-
6aopTanbHOro cTeHo3a. IXoKI AomKHA NPOBOANTLCS MPKM YXYALLE-
HIM COCTOSAHWA NaLMEHTOB.

Mpu nto6om Tune BIIC, npu KOppekLun KOTOPOro UCMNoNb30Ba-
NINCb CUHTETMYECKIME MaTepUanbl/NpoTessbl, NPK HaNU4KUM NOKa3aHum
OCYLLECTBNAETCH NPOMnakTMka 6akTepuanbHOro 3HAoKapauTa B
TeyeHne 6 MecsLeB nocne onepaunn WU NOXU3HEHHO, ECAK CO-
XPAHAOTCA pPe3niyarnbHble WYHTbI UK PEerypruTauns Ha KnanaHax.
MpodhmnakTnka 3HAOKapAMTa NPOBOAMTCSA NPU BbINOAHEHUM CTO-
MaTonorn4ecknx BMELLATENbCTB, CONPOBOXAALLMXCA NOBPEXAe-
HMEM CNN3UCTON 060S104KM POTOBOI MONOCTK (AKCTPaKLMS 3y6a,
MaHUNyNnAaLumM B nepuanmnkanbHon 3oHe 3yba 1 1.4.). Mpodunaktuka
MHAEKLUMOHHOrO 3HA0KApAMTA 3aKN0YaeTCs B NPUEME BHYTPb UMK
BHYTPMBEHHOM BBefeHMM 3a 30-60 MUHYT [0 NpoLedypbl aMOKCK-
uunnuHa B gose 50 mMr/kr, Ho He 60siee 2 rp. (MpwW anyeprum Ha ne-
HULMANIMH UAY aMAULUANAH MCNOMb3YeTCA KNMHAAMULKH B Ao3e 20
Mr/Kr, HO He 6onee 600 mr) [2].

Ta6nuua 10.2. MeTtogb! 06cneaoBaHus B X04e AMCNAHCEPHOro Ha-
6nofeHus
Table 10.2. Methods of examination during dispensary observation

MeTopab! uccnefoBaHus KpatHocTb B

TeyeHue 12 mec.

OcmoTp Kapauonora 1-2
InekTpokapanorpadgms 1-2
Ixokapauorpadus 1-2
MynbcokcMmeTpus 1-2
Tect ¢ comsuyeckon Harpyskoin (TEMX, npu 1-2

He06X0JUMOCTN KapaMOMybMOHaMbHbIi
Harpy30YHbIii TecT)

JlabopatopHsle TecTbl * 1-2
NT-proBNP 3-4
Knoc 1-2
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Mpn aMHamMn4eckoM HabMOAEHNN 3@ 6ONbHBIMU C CUHIIPOMOM
Jii3eHMeHrepa Cneayet y4uTblBaTb CNeayHoLiMe NPOrHOCTUYECKMe
napameTpsl:

« Harpwitypetndeckunii nentug B-tuna (BNP)

« [To4eyHble YHKLWNOHANBHbIE NPO6LI

+ OyHKUMOHaNbHbIN Knacc (BO3)

+ KnuHuyeckne npusHakm XCH

« CuHkone

 CepAeyHble apuTmMmm

+ Hacblwenne O, B COCTOAHIN NOKOS

« KapamonynbMOHanbHbIA Harpy304HbIii TECT: apTepuanbHoe
[iaBJieHmne, Taxnkapams

o T6MX: guctaHums, nynbCoOKCMMETPUS

« KIMOC: JICC/WyHTUPYIOLLMIA KPOBOTOK

11. TPEBOBAHUSA K IKCNEPTHOMY LIEHTPY

CornacHo pekomeHpauuam ESC/ERS akcnepTHble LEHTPbI Mo
npo6neme JII' 0653aHbl NPOBOANTL KIMHUYECKWE WCCNEN0BaHus,
y4acTBOBaTb B KNUHUYECKMX UCCNEA0BAHMAX. PErucTpax, a Takxe
006y4eHMN U NOBbILLEHWN KBanudukauun spaden [4]. B otnuyme ot
npeanaraemoro MUHUMaNbHOMO KOMMYeCTBA ANS NIeYeHUs nauueH-
108 ¢ JI[/TIAT B pekomeHaaumax ESC/ERS, To4Hble nokasatenu ans
nauneHToB ¢ BINC noka He yCTaHOBIEHbI.

YenewHoe BeaeHue naumeHta ¢ JIAT n BIGC TpebyeT yyactus
MYNbTUANCLMNANHAPHON KOMaHLbl, BKNHOYAIOLLEA 3KCNepTOB-Kap-
ANOJIOroB, CEepAEYHO-COCYANCTBIX U TOPaKaNbHbIX XUPYPros, aHe-
CTE310M0roB, MynbMOHO/IOM0B, rEMartosioroB, WHMEKLMOHUCTOB,
aKyLLepOoB, ANarHoCTOB, FEHETUKOB, CPELHEro MeaULIMHCKOro nep-
COHana.

Mpunoxenue 1. BIC ¢ pa3suTem nero4Hoi runeprensum [12]

1. BIIC ¢ yBennyexnem
NPUTOKA B Manbli Kpyr
KpoBOOGpaLLeHus

IKCNEePTHbIA LEHTP JOSKEH:
1) pacnonaratb BbICOKOKBTUPULMPOBAHHBLIM NEPCOHANOM:
e Kak MUHUMYM, OfIMH Kapanoxupypr;
o KaK MUHUMYM, OOWH PEHTreHIHA0BACKYNAPHbIA XUPYPT;
o KaK MUHUMYM, [1Ba KOHCYNbTaHTA (Kapauonoru u/mnum nysb-
MOHoforu) (cneunanusauns B oonactu JI);
« Bpay-pagmonor (akcnept B 06nacTyn J1I);
« Bpay-Kapauonor co cneuuanusaumen IXoKr;
» KBanuguunpoBaHHas MeaMLNHCKas CecTpa;
¢ CMeumnanucT no ncuUxosiorm4eckor NOMOLLM 1 coumasbHoOMN
afantauuu nauneHTos;
« 00MeH UHdopmaumein (TenedoH, NHTEPHET).

2) UMeTb nanatbl Ans 60nbHbIX ¢ JIT, 0TOeneHne MHTEHCUBHOM
Tepanun (3KMO, 6poHxockonns), NONNKIUHWUYECKOE OTAeSIeHue,
AuarHoctuyeckyto cnyxoy (axoKr, KT, paguoHyknuaHas naéoparo-
pus, MPT, Y3W, Harpy304Hble npo6bl, OLEHKA NEro4HON PYHKLUK,
OLIeHKa reMOANHAMUKMN);

3) pacnonaratb YCTaHOBNEHHbIMU CBA3AMM C APYTUMU AWArHo-
CTUYECKUMUN 1 NIe4e6HbIMU CRYXXOaMMK:

* TEHEeTUYecKas naboparopus;

* PEBMATONOMMYECKUIA LIEHTP;

* LIEHTP NNAHUPOBAHUA CEMbY,;

o XMPYPruyeckuin craumoHap (onelT B o6nactu JII);

4) 0CyLWeCTBAATb aHanM3 KIUHUYECKUX UCXOMO0B (B TOM 4uCre
aHann3 BbDKNBAEMOCTM BOJIbHBIX);

5) yqactoBatb B PKI y naumentos J1T7, Bkntoyas dassl Il v lll;

6) NpoBOAUTL 06pPa30BaTeNbHbIE NPOrPaMMbl;

7) B3aMMOZEICTBOBATb C accouMaLMsaMn NaLMeHTOB.

1.1. BIC c npeTpukycnuaanbHbiM copocom
1.1.1. AHOManbHbIA APEHAX NIEr04HbIX BEH
1.1.1.1. HacTu4HbI aHOMaNbHBbIA ApPeHaX NerovHbix BeH ¢ MM nnu 6e3 Hero

1.1.1.2. ToTanbHbI aHOManbHbIA APEeHaX JIero4HbIX BeH ¢ AMIM™

lpexkanunnsapnas Ji 11.2. gMON

1.1.3. ATpUOBEHTPUKYNSAHBIN KaHas, HernomnHas opma™
1.2. BIIC ¢ nocTpukycnuaanbHbIM c6pPOCOM KPOBU

1.2.1. ONDKN
1.2.2. OAl

1.2.3. [lechekT aopTO-JIer04HOMA Neperopoaku
1.3. CnoxHble BIC ¢ Hanuumem nocTTpUKycnuaanbLHoro cbpoca Kposu
1.3.1. ATpMOBEHTPUKYNSAPHBIVA KaHar, nofHas gopma™
1.3.2. 06LLMit apTepuanbHbIi CTBON
1.3.3. [1BoiiHO€ 0TX0X/eHWe COCY0B OT NpaBoro/nesoro xenynoyka ¢ AMXKI, n/wnn OMII, u/unn

OAI 6e3 cTeHo3a JIA

1.3.4. Tpancnoauuna maructpanbHbix cocynos ¢ MMM, n/wnu OAM, u/wnn OMXKIT 6e3 cTeHo3a J1A

1.3.5. CnoXHble KOM6UHUPOBaHHbIe BINC co c6pocoM Ha YpOBHE Neperopofiok cepaua
(aTpnoBEHTPUKYNAPHAs 1 BEHTPUKYNOApTepUanbHas AMCKOPAAHTHOCTb, CriSS-Cross CepALe 1 Apyrue
¢ AMXKIT, w/wnn OMIIM, u/unn OATT 6e3 cTeHo3a J1A)

1.3.6. OYyHKLMOHANBLHO eIMHCTBEHHbIN Xenyno4ek cepaua 6e3 cteHosa JIA
1.3.6.1. B TOM 4m1Crie CMHAPOM rUMonnasum Jiesbix 0TAEN0B cepaua

1.4. BIC ¢ cermeHTapHbIM yBENMYEHHEM NEr04HOro KPOBOTOKA
1.4.1. OTX0XA€eHMe npaBoi/neBoil BeTBM J1A 0T BocxoasLLen aopTbl
1.4.2. bonblune aopTO-NeroyHble KonnatepanbHble apTepun 6e3 CTEHO3UPOBAHKA NPK CNOXHbIX BI1C

1.4.3. OtxoxaeHue J1A ot OAI nnn 60MbLINX A0PTO-NEr0YHbIX KONNaTepanbHbIX apTepuii 6e3
CTEHO3WPOBaHMS NPU CNOXHbIX BINC

1.5. [ipyrue BIIC ¢ yBenM4eHHbIM JIEro4HbIM KPOBOTOKOM

1.6. Kom6unauus BINC ¢ yBennyeHHbIM NEro4HbIM KPOBOTOKOM
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2. BIC ¢ 3atpyaHeHuem
OTTOKa U3 Manoro Kpyra
KpoBoOG6paLLeHus

lMoctkanunnapxas JIf

2.1. CTEHO3 1/unu runonnasus NeroYHbIX BeH
2.2. TpexnpepcepaHoe cepale
2.3. BpoxpeHHbI# NOpoK (CTEHO3 M/MNK HEA0CTAaTOYHOCTb) CUCTEMHOrO aTPUOBEHTPUKYNAPHOrO Knanada

2.4. PecTpUKTHBHOE MEXNpPeAcepaHoe CO0OLEHHE NPU aTPe3un apTepuanbHOro aTpUOBEHTPUKYNSPHOrO
KnanaHa Unu nopoK apTepuanbHOro aTpHOBEHTPUKYNAPHOrO KnanaHa (CTEHO3 M/MNK HEA0CTATONHOCTD) Y

60NbHBIX C YHUBEHTPUKYNAPHON reMOgUHAMMKOIH
2.5. BpoXxpaeHHbIi NOPOK (CTEHO3 M/MNM HeJOCTaTOYHOCTb) A0PTabHOIO KnanaHa
2.6. KoapkTaums, runonnasus uim nepepoiB Ayru aopTbl
2.7. MMaTonorusa cucTeMHOro xenyaouka npu BIC
2.7.1. Tunonnasus CUCTEMHOTO Xenyao4ka
2.7.2. Dnbp03NacTo3 IHA0KAPAA CUCTEMHOIO XKENYA04Ka
2.7.3. BblpaXeHHas runepTpous cUCTeMHOr0 »enyao4ka
2.7.4. inutenbHoe OYHKLMOHUPOBaHME MOPEONOTrMYECKN NPABOro Xenyao04ka B YCnoBusx

CUCTEMHON LINPKYNSILIAL

2.7.5. BblpaXeHHOE BTOPUYHOE CHUXXeHWe (PYHKLMOHANbHO CoCO6HOCTM CUCTEMHOIO

Xenypoyka npu BIC

2.7.5.1. npn NaTonoruy KOPOHapHbIX apTepui (aHOManbHOe OTXOXAEHUE KOPOHAPHbIX
aptepuii o1 JT1A, KOpOHapPO-CepLeYHbIE U KOPOHAPO-N1ero4HbIe oMCTYIbI U Ap.)
2.7.5.2. Npy NaTonorny KOPOHapHbIX BEH (CTEHO3 WM aTpesns KOPOHAPHOro CuHyca u ap.)
2.7.5.3. BTOPUYHOE CHIDKEHME (DYHKLMOHANIbHOW CMOCOBHOCTI CUCTEMHOIO XXenyno4ka
BcrnencTeue apyrux Bric

2.8. Kappuomuonartus, pa3BuBLLAACA NpeHaTanbHo

2.9. HoBoo6pa3oBaHusi ¢ 06CTPYKLMEN NEBbLIX OTAENOB CEpALa, pPa3BUBLLIMECS NPEHaTaNnbHo

2.10. BIC ¢ cermeHTapHbIM 3aTPyAHEHMEM OTTOKA U3 MaJIOro Kpyra KpoBoobpaLlieHus

2.10.1. CTeHO03 YacTu NeroYHbIX BEH N KOMMEKTOPA C YaCTUYHBIM aHOMAsbHbIM APEHXKEM

JIero4HbIX BEH

2.11. [ipyrue BIC ¢ 3aTpygHeHMeM OTTOKA M3 Masnoro Kpyra KpoBoobpaleHus
2.12. KombuHaums BIIC ¢ 3aTpygHeHHem OTTOKA U3 Manoro Kpyra KposoobpaLueHus

3. KombuHupoBaHHble
BIC ¢ yBenuyennem
NPUTOKA U 3aTPYAHEHUEM
0TTOKA U3 Manoro Kpyra
KpoBOOGpaLLeHus

* TOMUMO NPEKanUANAPHOr0 MOXET UMETLCS NOCTKANUANAPHBIA KOMMOHEHT J1T

Mpunoxenue 2. Metoauka npoBefeHus Tecta 6-MuHyTHON X0ab0bI [1]

T6MX cnenyeT NpoBOAWUTL B YTPEHHME HaChl. [TaLMEHT AOMKEH
Nerko no3aeTpakaTbh 3a 3—4 4aca [10 NPOBefieHNs TeCTa, He NMPUHU-
MaTb KapAMONOrnyeckKmnx npenaparos, He KypuTb, Kak MUHUMYM, 32
2 4aca no Tecta. [ina nposeaeHus Tecta 6MX B kopuaope AnMHOR
30m fenatoTcs He3ameTHble Ans nauueHTa PasmMeTki Yepes Kaxmble
3 m auctaHumu. B Teyenmne 10 MuHyT g0 nposeaeHns T6MX naumneHt
LO/MKEH CMOKOWHO nocuieTb. B 370 Bpems He06X0AUMO 3a4uTathb
emy CreayoLLuin TeKCT:

«3a 6 MMHYT Bam HE0BXOAMMO MPOWATM KakK MOXHO 60nbliee
pacCTOsHME, NPW 3TOM HeSlb3s 6exatb WIn nepemeLLarbcs nepe-
6exxkamu. Bbl 6ynete uatu no Kopuaopy Tyna u oépartHo. Ecnu nos-
BUTCS 0bILLIKA MK CNABOCTb, Bbl MOXETE 3aMeIMTb TEMN X04b0bI,
OCTaHOBUTLCA W OTAOXHYTb. BO BpeMs OTAbIXa MOXXHO MPUCIOHNTb-
CS K CTEHe, 3aTeM HEoOX0AWMO MpOdOMKUTb X0Ab6y. MoMHuUTe,
Bawua uenb: NnponTh MakCUManbHOE PacCTosHNE 3a 6 MUHYT>.

Bo Bpems npoBefeHUs Tecta MOXHO WATW 32 NAUMEHTOM, He
thopcupysa Temn ero xoab6bl. Kaxable 60 cekyHa cneayeT nooLi-
PATb NaLWeHTa, NPOU3HOCA CMOKOMHLIM TOHOM ppasbl: «Bce xo-
powo» unn «Monogeu, npogomkaite». Henb3s nHGHOPMUPOBAThL
nauueHTa 0 NPONAEHHOI QMCTAHLMM 1 0CTaBLUEMCS BpemMeHu. Ecnu
nauneHT 3ameanser X060y, MOXHO HaNOMHUTL O TOM, YTO OH MO-
)KET OCTAHOBUTLCS, OTAOXHYTb, MPUCIIOHUTLCA K CTEHE, a 3aTeM, Kak
TO/IbKO NMOYYBCTBYET, YTO MOXET UATW, NPOAOIKNTL X0L4bOY. 0 nc-
TEYEHWUM 6 MUHYT CNefyeT NONPOCUTb NauyUeHTa 0CTaHOBUTLCS U He

JBUraTbCA, NoKa He 6yAeT M3MEPeHO NPONAEHHOE paccTosHKe. He-
06X0ANMMO N3MEPUTb PacCTOSHME C TOYHOCTLIO A0 1 M, 3aTem npea-
NOXWTb NALUEHTY NPMCECTb U HABNIOAATb 32 HUM, KaK MUHUMYM, 10
MUWHYT. B 370 Bpemsi OH MOXET 3an0fHNTL DOPMY OLEHKN OfbILLIKK
no bopry. He cnegyert coo6Larb nauueHTy AUCTaHLMIO, NPOAAEH-
Hyt0 B NNO6GOM U3 TECTOB.

Mpunoxenue 3. LLikana ovexku oabiwku no bopry [1]

bannbl CreneHb 0fbILIKK

0 OTcyTcTBYET
O4eHb, 04eHb cnabas
OyeHb crnabas
Cnabas
YmepeHHas
bonee Tshxenas
Tshxenas

o
(S)]

OyeHb TKEnas

04eHb, 04eHb TsHKenas

© 00 N O o B W NN =

—_
o

MakcumanbHas
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Mpunoxenue 4. Knunuyeckue uccnefoBanns cneuutpuyeckux NeroyHbIX Ba3ogunatatopos y B3pocnbix ¢ npekanunnaptoi JII npu BIC [229]

WccnepoBanue, Yucno CpepHuin Mpenapar ®oHosbii npenapat  lpogon-
nepBbli aBTop, nayueHToB  BO3pacT, et KU-TEJb- PdeKTMBHOCT Npenapara
rog ny6nukauum, HOCTb
OU3aiH Tepanum

Paspen 1. MauneHTbl ¢ cuHapomom Jii3eHMenrepa npu npoctbix (ANDKI u AMINN) BINC

BREATHE-5, Galie et Ynydqwmnuneb JICC* ***,

al, 2006 [15], PKH 54 37,2-442 003eHTaH 13% — BKK 16 Hep. cperee UTA 1 TEMX
MpoaneHHas
thaza BREATHE-5, e
Gatzoulis et al., 2008 37 37,2-45,9 603€eHTaH HET AaHHbIX 40 Hep.  Ynyywmnca T6MX
[16]
Gatzoulis et al., 2005 10 42 6036HTaH Her 3yec.  ydwwnmcs TEMX, Sat0, v
[17], npocnekTnBHOE 9x0-KT nokasarenu
74% — Her,

Kotlyar et al., 2006 26% — nepeKMIOeHUe Ynyiwunuce PK u Sat0,,

23 37 603€eHTaH k% 15 Mec. Yy paHee He NnoJyy4aBLINX

[18], npocnekTnBHOE c TpGI‘IpOCTI/IHVIﬂa*** Tepanuio — TMX
unu 6epanpocta

YRydWwmnncb cuctonnyeckoe

Eag]a aa.ele g 31 603eHTaH Her 24 vec.  ANA, TEMX, OK, SatO,
1P chyHKumsa MK

Zhang et al., 2011 Yayywmnues T6MX, ofbliiika
[20], npocnekTusHoe  OF 4 LI R = 12,3 MeC. - o Bopry, Sat0,, 1A 1 JICC

YNyywmnmuch CUCTONMYECKOE
GG, A 7 (54%)* 37 cungeHadgun HeT 6 mec. wncpennee AJ1A, JICC, ®K un

[21], npocnekTuBHOe Sat0, TBMX He u3meHuncs

Pa3pen 2. launeHTsbl ¢ cMHAPOMOM Jil3EHMEHTepa Npu cnoxHelx (nonHas copma ABK, TMA, OAC, AJA, chyHkuuonansHo EXKC) BIC

Diaz-Caraballo
et al., 2009 [22], 10 36 003eHTaH HeT 25 mec.  Ynyywmnucs TEMX n ©K
NPOCNEKTUBHOE

Paspen 3. CmeluanHble rpynnbl NALMEHTOB ¢ CHHAPOM Jii3eHMeHrepa npu «npocTbix»> (ANVMKM, AMMM, 0AN) u «cnoxHbix» (AAJIB,
nonuas chopma ABK, [10C ot DK, TMA, KTMC, AJIA ¢ AMXKIT n/unun OAN, JANN, OAC, thyHkuuoHanbHo EXKC, unaHoTHYHbIE NOPOKK nocne
CUCTEMHO-NEr0YHbIX aHACTOMO30B MNM PEKOHCTPYKLMK NyTel 0TToKa 13 MXK) BINC

TEMX**** n ®©K He
226 32 MaUUTEHTaH 27% — N® 135 4 MEC.  M3MEHWUNNCb, YNYYLLUINCh
JICC n NT-proBNP

Yayywmnuces TEMX 1 oapliika

MAESTRO, Gatzoulis
et al, 2019 [38], PKU

Ibrahim et al., 2006

11 31,9 6036eHTaH HeT 16 Heg.  no bopry, Ka4ecTBO XU3HU He
[23], npocnekTnBHOE
YNYYLINI0Ch
Poindron et
al., 2006 [24], 11 34 6o3eHTaH HeT guec,  viwmmce TEMX, opiuka
no bopry, ®K un Sat0
PeTpOoCNeKTUBHOE 2

D’Alto et al., 2007 Ynyywunuce @K, Sat0, TEMX,

[25], npocnekTnBHOE & o CEaatE HeT AL ofbllwKa no Bopry, J1CC, CB
Monfredi et
al., 2011 [26], 39 40,7 603eHTaH HeT 01ropga Liwnca TEMX y naynentos
6e3 cuHapoma [layHa
PETPOCMEKTMBHOE
Mpu «cnoxHbix» BI1C
Williams et al., 2012 rx ynydwmnuck T6MX;
[27], npocnekTuBHOE e I Lot HeT DRI BNP, peakV0, n Sat0, He
N3MEHNANCH
D’Alto et al., 2013 74 38 6036HTaH Her 13,6 mec. VJ'Iy‘-ILLII/IJ'IVI/ICb OK, T6MX,
[28], npocnekTnBHOE neroyHbIn KpoBoToK 1 JICC,
Zuckerman et 1275 LI
al, 2011 [29], 17 32.2 AMODHBEHTaH 88% — nepekroyeHue S, Ynyswunuce T6MX, ©K u
¢ 603eHTaHa unu Sat0,
PETPOCMEKTUBHOE e
CMTaKCEHTaHa
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Garg et al., 2007

[30], npocneTusHoe 21 (48,3%)

Iversen et al., 2010

[31], PKI 21
Zeng et al., 2011 55
[32], npocnekTnBHOE

Abd ElI Rahman

et al., 2014 [33], 40
NPOCNEKTUBHOE

Tay et al., 2011 [34], 19
NPOCNEeKTUBHOE

Sun et al., 2013 [35], 121
PETPOCNEKTUBHOE

Chon et al., 2017 11
[36], npocnekTnBHOE

El-Kersh et al., 2018 4

[37], npocnekTnBHOE

259

42

23,7-32,2**

35,5

34,3

30

44,2

20-66

cungeHaun

603€EHTaH,
3aTem cunpe-
Hadun

cunaeHadun

603€eHTaH

cunaeHadun

cungeHacun

NHranALMoH-
HbIA UIIONPOCT

cenekcunar

HeT

HET

HET

HeT

HET

HET

18% — bKK

100% —
AP3 + n®[13-5

18,7 mec.

9 mec.

12 Hep.

24 Hep.

3 mec.

35,8 mec.

48 Hep.

Ynyywmnues @K, T6MX, cpen-
Hee [/TA, JICC, G u Sat0,
bo3seHTaH ynyyiwmn TEMX** **,
NeroYHblii kpoBoTok 1 J1ICC.
[lo6aBneHune cunaeHaduna
LO0MNOSHUTENbHO HE YAYYLInO0
T6MX™****, HO noBbICMNO
Sat0,

Ynyywmnucs T6MX, neroyHbiii
KpoBoToK 1 JICC

Ynyywmnucs T6MX,
NT-proBNP, doyHkums X, M
n JHK

Ynyywmnucs T6MX, ®K un
Ka4eCTBO XXN3HW

YRyHWmnnncb BbKMBaEMOCTb,
T6MX, @K, nero4Hblil KpoBO-
ToK 1 JICC

YRyyLmnnmcb CUCToNNYecKoe
n cpeaHee AJTA, JICC, T6MX,
K, Sat0, n dyHKuns MK

HET JaHHbIX Ynyywuncs OK

Paspen 4. Mauuentsi ¢ JIAT nocne pagukanbHoil Koppexkuum «npocTbix» (AN, MMM u 0AN) BINC

EARLY, Galié et al.,

2008 [48], PKN o2 (L]

COMPASS-2,
MecLaughlin et al,
2015 [89], PKN

20 (6%)*

SERAPHIN, Pulido et

al, 2013 [49) Pk 02 (B.4%)

SUPER, Galie et al.,

0,
2005 [50], PKK 18 (6,5%)

PATENT-1, Ghofrani

etal, 2013 [51,Pku > (79%)

Post-hoc aHanu3

noarpynnbl BrC

13 PATENT-1, 35
Rosenkranz et al.,

2015 [54]

PATENT-2,
npoAneHHas gasa
PATENT-1, Rubin et
al., 2015 [52]

33 (8,3%)*

GRIPHON, Sithon et

al, 2015 (531 pknn 110 (95%)

44,2-452**

53,9

44,5-46,7**

47-51%*

49-51**

38

50

481

603€eHTaH

603€eHTaH

MaUnTeHTaH

cungeHacun

puouuryar

puouuryar

puouuryar

cenekcunar

31% — BKK
15% — cungeHadoumn

100% - cungeHacun

61,4% — n®O3-5
5,4% — npocTaHomapl

HeT

44% — APJ
6% — npocTaHonabl

34% — APJ
9% — npocTaHonabl

50% — AP3 nnu npo-
cTaHomapl

20,4% — HeT
14,7% — AP3
32,4% — n®a3-5
32,5%-AP3+n®[135

6 mec.

39,7-38
MEc.

103,9 Hep.

12 Hep.

12 Hep.

12 Hep.

2 roga

70,7 Hepn.

Ynyywmnucb JIGC****,
cpenHee [MA, CH,
NT-pro-BNP, Bpems

[0 KNNHUYECKOT0 YXYALIEHUS,
TOMX**** He n3meHwusncs
Puck nporpeccupoBaHms
JIAT**** 1 NT-proBNP

He n3meHunuce, ToMX
ynyyLwmncs

CHuauncs puck
nporpeccupoBaHus JTAM****,
ynydwunuck T6MX, @K, Bpems
10 (hatanbHOro uexoaa unm
rocnuTanuaauum BcneacTeue
AT

Ynyywmnueb TEMX**** ©K,
cpenHee OJ1A n 11CC

Yayywmnucb TEMX***
WHIEKC OAbILLKY No bopry,
®K, J1CC,

NT-proBNP n Bpems go
KMUHUYECKOT0 YXYALLIEHNS

Ynywwunucs TEBMX* *** @K,
JICC n NT-proBNP

Ynyywmnucs T6MX n @K

CHu3uncsa puck
nporpeccupoBaHus JTAM****,
ynydwmnuck T6MX

1 NT-proBNP
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Post-hoc aHanu3
nogrpynnel BrC u3
GRIPHON, Beghetti
etal., 2019 [55]

110

40,3

cenekcunar

31,8% - HeT
16,4% - APJ
33,6% — n®a3-5

18,2% — AP3 + n®[135

76,9 Hep.

CHmauncs puck
nporpeccupoBaHus JTAM****

Pa3pen 5. CmewaHHbIe rpynnbl NaLMeHToB ¢ cMHAPOM Ji3eHmeHrepa, JIAI ¢ neBo-npaBbiM cOPOCOM, ManbIMu/CONYTCTBYHOWMMK fethekTamu
MK COCTOSAHMEM NOCNE KOPpeKLMK npu «npocTbix» (JNDKI, MM, OAI) 1 «cnoxHbix» (nonHas thopma ABK, 10C ot XK, TMA, KTMC, AJIA ¢
OMXI n/unu 0AI, JAJIN, OAC, reMUTpYHKYC, (hyHKUMOHaNbHO EXKC, WHaHOTHYHbIE NOPOKM NOCNE CHCTEMHO-NEro4HbIX aHacTomo30B) BIIC

Schulze-Neick

et al., 2005 [56], 33
NPOCNEKTUBHOE

Sitbon et al.,

2006 [57], 27
PETPOCNEKTUBHOE

Benzaetal.,

2006 [58], 24
PETPOCNEKTUBHOE
Apostolopoulou

et al., 2007 [99],

npoJneHHas asa
1ccneaoBaHus 19
Apostolopoulou et

al., 2005 [60],
MPOCNEeKTUBHbIE

Diller et al.,

2007 [61], 18
PETPOCNEKTUBHOE
Durongpisitkul

etal., 2008 [62], 11
PETPOCNEKTUBHOE

Duffels et al.,
2009 [63], 98
PETpPOCNEKTUBHOE

Vis et al., 2013 [64],
NMPOCMEKTUBHOE

Baptista et al., 2013
[65], npocnekTuBHOE

Ye et al., 2014 [66],
NpOCMeKTUBHOE

24

Herbert et al., 2017

[67], npocnekTBHOE e

Blok et al., 2017

[68], npocnekTnBHOE e

D’Alto et al., 2012

[44], npocnekTnBHOE &

Lu et al., 2010 [69],
NPOCNeKTUBHOE

60

Zeng et al., 2011
[70], npocnekTnBHOE
EIGER, Cha et

al., 2013 [71], 13
NPOCNEKTUBHOE

55

Chon et al., 2017

[72], npocnekTnBHOE b

43

35

50

22

41

51,1

42

36-46**

37,1

23,8

38

45

37,1

>18

26,6-32,2**

45

44,2

003€eHTaH

603€eHTaH

603€eHTaH

603€eHTaH

603€eHTaH

603€eHTaH

603€eHTaH

603€eHTaH

603€eHTaH

603€eHTaH

MaLWUTEeHTaH

MalWUTEHTaH

cunaeHadun

cunaeHadun

cunaeHadun

VHransauuoH-
HbI UNOMpPOCT

VHransunoH-
HbIA UNOMpPOCT
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HET

15% — npocTaHomgbl

33% — npocTaHonabl

HEeT

HeT

HET

HET

HET

HET

HeT

60% — nepekn4eHne
¢ 603eHTaHa
33% — cunpeHadomn
7% — Taganacpun***
100% — nepeknioye-
Hue ¢ 603eHTaHa

100% — 603eHTaH

HET

HET

HET

18,2% — BKK

2,1 ropa

18,3 mec.

12 mec.

16 Hep.
(601,
2 rofa [59]

29 mec.

6 mec.

22 Mec.

3,5roga

6 mec.

6 mec.

289 gHei

6 mec.

6 mec.

12 Hep.

12 Hep.

24 Hep.

48 Hep.

Ynyywmnues TEMX, ®K un
cuctonuyeckoe INA

Yayywmnues T6MX n ©K,
NeroYHbI KpoBoTok u J1ICC

Ynyywmnncb cucTonnYecKoe 1
cpenHee [N1A, nasnenue 8 [T,
JICC n ®K

@K yny4wunncs yepes 16 Hep,.
n 2 roga; T6MX, ofbiLika no
bopry,

peakV0, n Bpemst r3n4ecKol
HarpysKku yny4wmunmch 4epes
16 Hef., HO Yepes 2 roaa
BEPHYNMUCb K MCXOAHBIM

Ynyqwmnucs T6MX n ®K

Y nauneHToB CUHAPOMOM
dii3eHMeHrepa ynyyLwnamch
T6MX u SatO,

Y nauneHToB 63 cuHapomMa
[ayna ynyqwmnucs T6MX n
Ka4eCTBO XXM3HU

[Mpn oTCyTCTBMW CUHAPOMA

[ayHa ynyyimnucs T6MX un
Y0

Ynyywmnues T6MX n ®K

Ynyywunuce cpegHee ONA,
T6MX u ©K

Ynydwunucs TBMX n Sat0,

Ynydqwunuce ®K, NT-pro-BNP,
TAPSE, T6MX He ynyyiuuncs

Ynyywmnucs @K, TEMX,
ofbllka no bopry, Sat0,,
NT-proBNP, nero4Hsbii
KpoBoToK 1 JICC

Ynydqwmnueb TEMX™ ***,
oAabiwika no bopry, ®K,
cpeaHee /1A, C n JICC

Ynyywmnucs T6MX 1 J1ICC

Ynyywmnueb T6MX, doyHKLNS
X n ka4ectBo xun3Hu; IJ1A n
JICC He n3ameHunuchb

Vny4LLInNaNCb CMCTONMYECKOE 1
cpeaHee [J1A, JICC, @K, Sat0,
1 pyHKUMA MK
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Pa3pen 6. MauueHTnbl ¢ cermentapHon JII

Schuuring et

al., 2013 [74], 7 32 603eHTaH
NPOCNEKTUBHOE

Lim et al., 2008 [75], 5 08 cunaeHadun
NPOCNEKTUBHOE

HeT 12 mec.  Ynyqwunuce ®K, T6GMX

HeT 3-6 mec.  Ynydqwwmncsa T6MX

Pa3pen 7. Maumentsl ¢ JII nocne onepauun ®oHTEHA

TEMPO, Hebert et al.,

2014 [77]. PKH 75 20,3 603€eHTaH
Bowater et al., 2012

[78], npocnekTnBHOE & ol OB
gg’;gu[g’;‘; ng%’ 42 28 6036eHTaH
Derk et al., 2015

[79], npocnekTnBHOE 10 & el
Agnoletti et al., 2017

[82], npocnekTnBHOE . = MaLTeHTaH
oLk 28 18-35  am6pusenTaH
[Gézgdlg:(at al., 2008 27 22,2 cunpeHadun
Van De Bruaene

et al., 2014 [85], 10 19,6 cunaeHadun
NPOCNEKTUBHOE

Rhodes et al., 2013 18 17 WHransaumoH-

[86], PKI HbIA UOMPOCT

Ynydwunucs peakVo,****,

HeT 14 Hell.  MPOAOMKMTENIbHOCTL HArpy3Km
n OK
YnyyLumnnce cuctTonuyeckas
HeT 6 MeCc.  (OYHKLMA CUCTEMHOIO
xenynoyka n ®K
PeakV0,"***, cnsnyeckas
HeT 6 MeC.  aKTUBHOCTb, KA4ECTBO XXU3HU 1
NT-proBNP He yny4wmnnce
HeT 4 mec.  Ynyqwwnucs T6MX n CB
HeT 6 mec.  Ynyywmnuck JICC, C n ®K
Ynydwunuce peakVo,**** n
COOTHOLLEHNE 3KBWBAIIEHTA
HeT 12 He.  BEHTUNALMW AN KUCNOPOAa;
Ka4eCTBO XXU3HWN™* He
N3MEHUNOCh
Her OAHoKpat-  Yny4wunocs peakV0,****,
HbIA NMPUEM JNIEr04HbINA KPOBOTOK 1 CUA
Ynyywanucs JICC n CU B
OAHOKpaT- ;
HeT . NOKOE 1 Npu (hM3N4eCKON
HbIiA Npuem
Harpyske
OAHO-  YnyylInUNCs KUCNOPOLHbIN
HeT KpatHas  nynbC Npu NUKOBOW
UHransauns - Harpyske**** n peakVo,****

JKupHbim WwpndTom BoigeneHbl Hanbonee 3Hadumble PKW, kypcusom — nccnefosanns, He nokasasLume 3G eKTUBHOCTL npenapata, * — % nauueHTos ¢ BINC ot o6uiero

yucna (ecnu B UCCresoBaHWe BKNOYANNUCh NaunenTs! ¢ JTAT gpyron atuonorum), ** — Kone6aHusa CpefHero Bo3pacra B pasHbix nogrpynnax,

posaH B P®, **** — nepBuYHbIE KOHEYHbIE TOYKN UCCNIEf0BaHNIA (MPY Hanuuum),

* % %

— MIpenapar He 3aperucTpu-

ABK — atpnoBeHTpuKynsipHbii kaHan, ALJ1B — aHoManbHbii JPEHAaX NEroYHbix BeH, AJTA — atpe3ns neroyHoi aptepumn, AP3 — aHTaroHncTel peLentopos sHgoTemHa, bKK —
0710KaTopPbI KanbLneBbix KaHanos, JAJII — nechekt aopTo-neroqHoi neperopodku, /1A — gasnexne B neroqHoi aptepun, JVXKIT — nechekT Mexokeny04K0BOV neperopos-
Ku, AMIIIT — gechext mexnpescepaHoi neperopogku, JOC — fBOVIHOE 0TXOXAeHne cocyjoB, EXXC — eAnHCTBEHHbIV Xeny[04ek cepaua, VIBJ1 — uckyccTeHHas BeHTUAALMA
nerkux, N®L35 - unrnbutops! ghocehomactepassi-5, KTMC — koppurnpoBaHHas TpaHCHo3nyms MarnctpasabHbix cocydos, JIK — nebivi xeny[oyek, JICC — nero4Hoe cocy-
anctoe conpotusnenne, OAlT — OTKpbITbIN apTepuanbHbii npotok, OAC — 06Lymii apTepnanbHbii cTeos, XK — npaseii xenygoyek, [11— npasoe npeacepane, PKY — paHgo-
MU3NPOBAHHOE KOHTPOJIMPYEMOe nccnefoBanne, CB — cepaeyHblit Bbiopoc, CY — cepaeyHbiii nngexc, TMA — TpaHcrnosunyms marnctpanbtbix aptepnit, Y0 — yaapHbiii 00beM,
@K — chyHkymoHanbHbivi knace, Ixo-KI — axokapanorpagpms, BNP — mo3rosoii Hatpuiypetnyeckuii nentng, NT-proBNP —N-koHLeBowi ¢hparmMeHT MO3roBOro HaTpuiypetun—
4eckoro nenmaa, Sat0, — catypauus KanuinsipHoil Kposu KNcopogom, peakVo, — nukosoe notpe6reqne kuciopoga, T6MX — Tect 6-muHyTHOA X0Ab6bl, TAPSE — cuctom-

Yeckas KCKypeus gouopo3HOro KosbLa TPMKYCINAAbHOIO KianaKa.

Mpunoxenue 5. MHchopmaumsa ans naumeHToB

« JII ycTanasnuBaeTcs npy noBbILLEHUM [ABMEHNA B COCYAAX
nerkux. Mpu Hanu4yum JONOMHUTENbHBLIX NPU3HAKOB OMpefenseTcs
JIAT, koTOpas asnaetcs ogHon u3 cpopm JII. 310 peakoe cocyau-
CTOe 3a60/1eBaHNE XapaKTepu3yeTcs MOCTENeHHbIM PasBUTUEM W,
Nnpu OTCYTCTBUU NEYEHMs, NPUBOAMT K TSXKENbIM NOCIELCTBUSM.

» BIC — pedyekT B CTPYKTYpe cepaua v (Mnn) KpynHbIX co-
CYL0B, MPUCYTCTBYIOLLNIA C POXKAEHWUS. BONbLIMHCTBO NOPOKOB Ha-
PYLLAOT TOK KPOBU BHYTPM cepAua unv no 60MbLLOMY U Manomy
Kpyram KpoBooo6pateHus. [lopokn cepAua aBngiTcA Hambosnee Ya-
CTbIMW BPOXAEHHBIMM AedheKTamu.

» Y 60nbHbIX ¢ BMNC MoxeT pa3suBatbes Kak JIAT, Tak u gpy-
rue coopmbl JTT. BIC BbicTynatoT B KadecTse dhakTopa pucka JIAT. Y
pspa 60nbHbIX JIT pa3BrBaeTca NOCNe XMPYprvyeckoro unu aHao-
BackynspHoro neyvenms BIC. K passututo JIAT Takxe npegpacno-

NOXeHbl NaUUeHTbl C CUCTEMHbIMU («peBMaTU4eCcKne») 3ab0seBa-
HUAMU COEAMHUTENBHON TKaHW, 3200N1EBAHNAMU NEYEHN, a TaKXe
HEKOTOPbIMU UH(EKLNAMU.

« JI BCTpeYaeTcs y Ntofeil BCeX BO3PACTOB, PAC, YaLLE Y XEHLLH.

 bonbHble JIT 06bI4HO XanyloTcA Ha OAbILLKY, FONOBOKPYXe-
HWE W YCTanocTb, CNaboCTb; BbIPAXXEHHOCTb 3TUX NPU3HAKOB 00bIY-
HO YCYryonsercs ¢ pa3Butiiem 60/1e3HN.

+ Bpaym pasHbix CneunanbHOCTEN MOTYT AWArHOCTUPOBATb W
ne4nts JIAT. OgHaKo NpenmMyLLecTBO UMEKOT Bpadu, KOTOpPbIE Y KO-
TOPbIX HAONIOAAOTCA 1 Nevatcsa 60nbLUNe rpynnbl 60MbHbIX JIT, TaK
Kak OMbIT Bpaya UMeeT 04eHb 60IbLUIOE 3HAYEHME.

+ ECTb HECKONIbKO PasnuyHbIX TUMNOB NEr04HO rMNepTeH3nu, u
neYeHne MOXeT 6bITb Pa3HbIM B 3aBUCUMOCTU OT TUna J1T, KOTOpbIi
Bbl umeeTte. Tonbko Bpay, UMEKOLLMIA ONbIT paboTbl ¢ 60nbHbIMY J1T
MOXET NPaBunbHO onpeaenutb TUN JIT U Ha3HAYUTb JIeHeHMe.

EBPASUIVICKVIVI KAPQWIOTIOMYECKVIVI XKYPHATT, 2, 2022 | 53 |
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* llmeeTcs MHOXECTBO pas/inyHbIX TECTOB M MeT0A0B 06che-
A0BaHNS, UCNONb3YEMbIX ANA TOr0, 4T06bl 3anoao3puTs JI. 0gHaKo
BepMduumMpoBaTh AnarHo3 JIT MOXHO TOMbKO Npu KaTeTepusaunm
cephua v cocynos nerkux. Mogpo6HO 0 BO3MOXHOCTAX KXXA0MA Aun-
arHOCTUYECKOI NpoLieypbl Y3HARTE Y CBOErO J1eYalLllero Bpaya.

* JXKusHb ¢ JIM — 370 HenpepbIBHbIA NEPecMOTP 06pa3a Xu3-
HU. Bam, BO3MOXHO, NOTpebyeTcs nNpeHebpeydb HEKOTOPLIMU eXe-
OHEBHbIMW [efamMmu, KOTOPble KasanuCb BaXKHbIMM, MPexae 4em
Bam 6bina aguarnoctuposana J1Al, 4To6bl NOABUNOCH Bpems Ans
HEKOTOpbIX Bawux HOBbIX 0083aHHOCTEA. BONbLWWHCTBO nauu-
EHTOB, XUBYLWIMX C JIT, HAXOAAT, YTO UM CTAHOBWTCA HE NO cUnam
TOT aKTUBHbIA 06Pa3 XN3HW, K KOTOPOMY OHU NPUBbLIKNK. PeLleHne
3afja4u, npexie TPeoytoLen Hac, MOXeT 3aHATb HECKONTbKO AHER
unu gaxe 60sbLlue. ITO XapakTepHas YepTa XusHu ¢ JI, n oHa He
A0MKHA BbITb MPUYMHONA YYBCTBOBATL CEOS HEMOSTHOLEHHbIM. Onpe-
AenuTe NPUOPUTETLI B BOMPOCAX, TPEOYIOLLMX ObICTPOr0 peLLeHus,
a TaKXe B Jenax, KoTopble MOryT NOAOXAaTb. 3TO NOMOXET Bam
CKOHLIEHTPUPOBATLCA HA BaXKHbIX Aenax W OnyCTUTb HECYLLECTBEH-
Hble NPo6iembl. [TOMHUTE, 4TO LienK J0SKHbI ObITb PEANTUCTUYHBIMN
ONS BbINOHEHNS, a BPEMA A8 UX PELUeHMs LOSKHO ObiTb A0CTa-
TOYHbIM.

« [lpwn JII HeT Kakux-nu60 cneunanbHbIX AUET UK NPOLYKTOB,
KOTOPbIE MOTYT YCyryouTb 60Me3Hb.

 [lpn ocnoxHeHnuu J1T pa3Butiem cepLe4Hon HeLoCTaT04HOCTH
CneayeT OrpaHNM4mMTL YNOTPe6sIeHNe NOBAPEHHOI COMM 1 KONNYECTBO
BbINMBAEMON XMAKOCTW. [ToBapeHHas CoNib COAEPXNUT HATPUIA, KOTO-
Pl perynupyet 6anaHc XuaKocTu B Bawwem opraHuame. Korga co-
LepXaHue XXUAKOCTU B TKaHAX YBENUYMBAETCA (a 3TO 06bl4HAA Npo-
6nema fnq nauneHTos ¢ J1AT), 06beM KpPOBU TaKXKe YBENUYNBAETCS,
YTO NpefCTaBNseT yBennyeHne Harpy3ku Ha Bawe cepaue. OanH u3
CaMblIX 3 EKTUBHbIX CNOCO60B CHU3UTbL HArpy3Ky Ha cepjle — 370
YMEHbLUEHWE KONMYECTBA CONK, yNoTpebsieMon B nuLy. Takxe W3-
BECTHO, YTO [AMETa C HM3KUM COAEPXKaHMEM COMN OKaXEeT 60nbLLee
BAMsiHWE Ha Balle 340poBbe, eClM OHA OYAET COYeTaTb NPOLYKTHI,
oorarble KanbLyem, Marduem, kanuem, 1 hocopom.

» OrpaHuyeHne 06bEMA BbIMUTOA XXMAKOCTW TaKke MOMO-
XKET 136exaTb UM YMEHbLUNTb OTEKM W 3afepXKy Xuakoctu. He
PEKOMEHAYETCA BbiNMBATb 60Mee 2 NUTPOB B [16Hb, OAHAKO 06bEM
AOMKeH ONpeaensTbCca UHAMBMAYANbHO, MPOKOHCYNLTUPYATECH AN
OnpeaeneHns NUTLEBOrO pexxnma ¢ Balumm spadom.

« [lna Hopmanu3auun BOAHOro 6anaHca Bam moryt momodyb
CNneayoLLe COBETbI:

N3MepbTE KOJIMYECTBO XUAKOCTH, KOTOPYIO Bbl BbINMBAETE KaX-
Oblii NeHb, MO KpaiiHeil Mepe, B TEYEHWE MEpPBbIX HECKOMbKUX He-
nenb. [1Ba nuTpa XUAKOCTK PaBHAOTCA B cpeaHemM 8 vawkam. He
3abyabTe cyMTaTh BOAY, KOTOPOIA Bbl 3anmBaete TabneTtku. Cynbl,
MOPOXEHOE, XKENe TakXe A0MKHbI ObITb NOCYNTAHbI KaK XXUAKOCTM.
YBenuyeHune Beca — OAMH W3 NepBbIX 3HAKOB, 4TO Bbl 3agepxumBa-
eTe XNnaKocTb. B3pewwwBarite cebst exxenHeBHo. Ecnu Bbl oTmeyvae-
Te YBENNYeHne Beca Npu NpexxHem Pexume nUTaHUs, He06X04UMO
yBEAOMMUTb 06 9TOM CBOEro Bpaya.

« B HacToslLee BpeMs He YCTAHOBMEHO KaK BAWAKOT (hn3mnye-
CKMe YNPXHEHUS Ha NPOrHO3 NPM NeroYHoi runepteH3nn. OgHako,
ecnu Bbl Benu 10 60/1€3H1 CNOPTUBHLIA 06pa3 XU3HKW, NOCOBETYN-
TeCb CO CBOMM BPa40M, HACKONbKO LienecoobpasHbl ans Bac 3aHs-
s cnopTom. Ecnu Baw Bpay 0go6psieT 3aHATMS COPTOM, HEOOXO-
ANUMO BbINOSHEHNE PeKOMEeHAALWUIA, YTOObI He HaHeCTU cebe Bpes;

« He nepeHanpsratbcs. 3aHaTME HEO6XOANMO OCTAHOBMUTb NpK
NOSABNEHWI TaKMX NPU3HAKOB Kak AypHOTA, YCTanocTb, OLUYLLEHME
CLABNNBAHUSA B TPYOHON KIeTKe, y4alleHHOro cepauebueHns unu
4pe3mepHoi oIk, Mexay ynpaxxHeHUsMM ncnonb3ynte gocTa-
TOYHOE BPeMS AN BOCCTAHOBMNEHUS. 36eraiiTe On3nN4eCcKon ak-
TUBHOCTW Ha YNNLLE NPY HU3KOM TeMMepaType, BbICOKOI BIXKHOCTH.

 [lomMHuMTE, 4TO NOAPOBHO HA BCE BOMPOCHI, CBA3AHHbIE C M-
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arHo30M Nero4Has runepTeH3ns, 06pasom Xn3HW 1 ieveHnem, Bam
NOMOXET Bpay — CMeLuanncT no NIero4Hoi runepTeH3unm.

« B HacTofllee Bpems HeT nekapcTtsa, manedusatowero JT.
OnHaKo UMetoTCs Apyrue NekapcTBeHHbIe Npenapatbl, Cnoco6CTBY-
fOLLMe YIYYLLIEHMIO U NOMOratoLLye 60MbHbIM yyyLwwaTh CBoe N3un-
4eckoe coCcTosAHue. Bpay, asnaiowminca cneunanuctom no JII, nog-
6epeT BaM afieKBATHOE BaLLUEMY COCTOSIHWIO Ne4eHne W 0ObACHUT
JOCTOWUHCTBA U MPeuMyLLecTBa Pa3finyHbIX ero BapuaHTos. Moa6op
Tepanun OCyLLecTBNSAETC WHAWBUAYANbHO, MOMHWTE, 4TO BCe Na-
LMeHTbI pa3Hble, 1 Baw gokTop noabepeT Bam BapuaHT neyveHuns,
NYYLWNA NPK BaLLEM Cly4ae.

« TlaumneHTy ¢ ycTaHOBNEHHbIM AnarHo3om JIAl 1 HagHaYeHnem
cnewunduyeckoii Tepanum NokasaHo TLLATeNbHOe aMOyNnaTopHOe Ha-
6n10fieHNe C BU3UTamu K Bpady Kaxxable 3—6 mec. TpebyeTcs cobnto-
JeHne 06LLMX MeponpuATUIA (CM. «J1Ie4eHne»), PerynspHbIi Npuém
NeKapCTBEHHbIX MpPenaparoB CTPOro B COOTBETCTBUM C PEXMMOM
neyeHns. B cnyyae npuema anypeTUKOB — €XXeJHEBHbIA KOHTPONb
Beca 1 auypesa, sapapuHa (MHO exxemecsyHo), npu npueme APJ
(e>KeMeCcsYHbIil KOHTPOSIb NMeYEHOYHbIX TECTOB).

« Bcem nauueHTam, COBEpLUAOLLMM aBManepeneTbl B apyrue
CTPaHbl, BAXXHO PEKOMEHAO0BATb UMETb NpK cebe MeaNLUHCKNE A0-
KYMEHTbI O AMarHo3e, MeCTOHAXOXAEHUN BIIMXKANLLIEro MeCTHOro
LeHTpa JI, KOHTAKTHOW UHAOPMALK C HIAM.
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