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0TKa3 oT OTBETCTBEHHOCTU. PexomeHgaumn EAK oTpaxaioT ToYKy 3pe-
Hus EAK 1 6biny NOLTOTOBSEHBI MOCIIE TLLATENBHOTO U3YYEHUS HAY4HbIX
1 MEAMLMHCKMX OaHHbIX, UMEHLLMXCH Ha MOMEHT ux nybnukauun. EAK
He HecyT OTBETCTBEHHOCTM B Cly4ae Kakoro-nnbo npoTMBOPEYMs, He-
COOTBETCTBMA W/MNN HEOLHO3HAYHOCTU Mexay Pekomenpaumsamu EAK
1 NO6LIMKA - APYTrUMI ODULMATTBHBIMIA PEKOMEHZALUMAMI N PYKOBOS-
CTBaMW, BbIMYLLEHHbIMI COOTBETCTBYHOLLMMN OpraHamit 06LLECTBEHHOO
3[paBO0XPAHEHMS, B YACTHOCTW, B OTHOLLEHWW MPABUIbHOIO UCMOJb30-
BaHNA MEAMLMHCKUX WNu TepanesTUHecKux ctpareruii. MeguuuHcKum
paboTHUKAaM PEKOMEHAYETCS B MOMHOA Mepe y4uTbiBaTb PekomeHaauun
EAK npw oLeHKe CBOEro KNUHUYECKOr0 CY)XXAEHUS, a TakKe Npu onpege-
NIeHNN 1 peann3auun NpodUNaKTUHeCKNX, ANArHOCTUHECKUX WK Tepa-
NEBTUYECKNX MEWULMHCKUX CTpaTervin. Tem He MeHee, PekomeHzauuu
EAK HuKoUM 06pa3om He OTMEHAOT WHAMBMAYAIIbHYIO OTBETCTBEHHOCTb
MeINLMNHCKNX pABOTHUKOB 3a NPUHATUE HALAMEXALLMX 1 TOYHbIX PELLEHUIA

C Y4ETOM COCTOSHMS 3[0POBbA KXA0r0 MauueHTa U B KOHCYNbTauuu ¢
3TM NALMEHTOM U, MPU HEOOXOAUMOCTY /UK HEOBXOANMOCTH, ONEKYHa
nauueHta. PekomeHpaunm EAK He 0cBOGOXAAIOT MEANLIMHCKIX PaBOTHU-
KOB OT MOJTHOTO W TLIATENbHOr0 PacCMOTPEHUs COOTBETCTBYHOLLMX OGpU-
LManbHbIX 0OHOBMEHHbIX PEKOMEHAALNA U PYKOBOJCTB, BbIMYLLEHHbIX
KOMMETEHTHbIMI OpraHamm 06LLECTBEHHOrO 34PaBOOXPAHEHMS, ANs pac-
CMOTPEHNS KOXKAO0r0 MeNLMHCKOr0 Cy4as B CBETE COBPEMEHHbIX Ha-
Y4YHO 06OCHOBAHHbIX PEKOMEH[ALMUIA B COOTBETCTBUM C UX 3TUHECKUMM
1 npodheccuoHanbHbIMi 0653aTeNbCTBaMK. Kpome TOro, MeanLuHCKui
paboTHWK 06513aH NPOBEPATL LENCTBYIOLLME NpaBuUna 1 NONOXEHUs, Ka-
CaloLLMecs NeKapcTB U MeAULMHCKIUX U3AENNiA, HA MOMEHT Ha3Ha4YeHNs
1o pewenTy.

YneHbl Pa6oyei rpynnbl NOATBEPAMIM OTCYTCTBUE (DUHAHCOBOW MOA-
NEPXKKI/ KOH(NMKTA MHTEPecoB. B cnyvae COOOLLEHNS O HANMM4YMM KOH-
(bnnkTa nHTEpecoB uneH(bl) Paboyen rpynnbl 6b11(1) UCKMIOYEH(bI) 13
06CYXAEHNA Pa3fesoB, CBA3AHHbIX C 0611aCTbI0 KOHIIMKTA UHTEPECOB.

KntouyeBbie cnoBa: NIEroyHan runepTeHsns, NErovHaa apTepuanbHan runepTeH3ns, XpoHuyeckas TpOMO603IMO0NNYeCKas NErOYHARA TUNepTeH3Ns, Ana-
FHOCTMKA, XMPYPruyeckoe siedeHne, 3HA0BACKYNSPHOE fieqeHme, cneunduryeckas Tepanus, KIMHUYecKne peKkoMmeHaaumum
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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, discrepancy,
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 therapeutic
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 Guidelines do not
override, in any way whatsoever, the individual responsibility 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 scientifically accepted data pursuant to
their respective ethical and professional 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.
Members of the Working Group confirmed the lack of financial support/
conflict of interest. In the event of a conflict of interest being reported,
the member (s) of the Working Group was (were) excluded from the
discussion of sections related to the area of conflict of interest.
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1. BBEAEHUE

JIEro4Has runepTeH3us — aTo rpynna 3aboneBaHnii pasnnyHoi
3TMONOTNK, NPUBOASALLUMX K MOBbILIEHNO NEFOYHOrO COCYANCTOrO
CONPOTMBNEHUS 1 AABNEHWUS B NETOYHOI apTepui, Neperpyske U
ANCHYHKLIM NPaBOro Xenyaoyka. Jdta TKenas CepaeqHo-cocy-
QMCTas NaTonorus 06bI4HO ABMSETCH CMHAPOMOM, aCCOLMNPOBAH-
HbIM C CEpAeYHO-COCYAMCTbIMU U PECUPATOPHbIMI 3a6051€BAHU-
SMU, U KpaiiHe PeaKo, Kak B CNny4ae MAanonaTuyeckom NEro4Hom
rUNepTeH3Mn, NPeAcTaBAseT CaMOCTOATENbHYK HO30MNOM M.

Mo wHuumaTmee EBpasmiickon Accounaunn Kapamonoros 3Kc-
NEePTHOI rpynnoii Kapanonoros, CEPAEYHO-COCYANCTbIX U1 PEHTTE-
H3HL0BACKYNAPHBIX XMPYProB 6binu paspadotaHbl 1 B 2019 1. y1-
BepX[eHbl nepeble EBpasninckme peKkomMeHaaunm no anarHoCTuKe
1 neyvenuto JI. B cs3m ¢ nepecmotpom B 2022 . peKOMeHAaLmi
Esponeiickoro obuectsa Kapguonoros (ESC) n EBponeickoro
pecnupatopHoro obuiectsa (ERS) no semenuto JII, a Takxe pe-
rUCTpauUmMen HOBbIX NpenapatoB NaTOreHeTUYEeCKOM Tepanun B
psage ctpaH EBpasvincKoro CoapyXecTBa, NpeAacTaBnseTcs Lene-
co06pasHbiM 06HOBUTL EBpasmiickne pekoMeHAauuy Ha OCHOBA-
HUM aHann3a HaLMOHaNbHbIX N MEXAYHAPOAHbIX PEKOMEHLALMNA 1
PYKOBOACTB No npo6neme JII, 4aHHbIX COBPEMEHHbIX PErncTpos,
MHOMOLIEHTPOBbIX PaHAOMMU3MPOBAHHbLIX KOHTPOSIMPYEMbIX UCCHE-

Tabnuua 1.1. Knaccbl ¥ ypoBHM 10Ka3aTeNbHOCTH PEKOMEHAaLMA [2]
Table 1.1. Recommendation classes and levels of evidence [2]

®ununnos Esrenuit BnagumupoBuy, O.M.H., npodpeccop, 3a-
BeAYIOLWMA Kadeopon, Kadpeapa MOMMKINHUYECKONA Tepanum K
NpoPUNakTUYeCKON MeauUMHbl, PA3aHCKWMIA  roCYLapCTBEHHbI
MeOULMHCKMIA yHuBepcuTeT uM. ak. .M. TaBnosa; rnaeHblil cne-
LmanucT-kapanonor AenaptameHTa 34paBOOXpaHeHus PA3aHCKOM
o6nactu, PasaHb, Poccuiickaa ®epepaums (Evgeniy V. Filippov,
Dr. of Sci. (Med.), Professor, Head of department, Department of
Polyclinic Therapy and Preventive Medicine; Chief cardiologist of
the Department of Health of the Ryazan region, Ryazan, Russian
Federation), https://orcid.org/0000-0002-7688-7176

YepHorpusos Wropb EBreHbeBuY, [.M.H., 3aBefyHOLLMIA, OTAeNe-
HUE XMPYPru4eckoro ieveHns 3abonesaHnin cepaua ¢ nporpeccu-
pytoLLei nérovHoii runepteHanen, ®IBY «HMUL, cepneyHo-cocy-
aucton xupyprum um. A.H. bakynesa» Munaapasa Poccun, Mocksa,
Poccuitckas ®enepauns (Igor E. Chernogrivov, Dr. of Sci. (Med.),
Head of the Department, the Department of Surgical Treatment
of Cardiac Diseases with Progressive Pulmonary Hypertension,
A.N. Bakoulev Scientific Genter for Cardiovascular Surgery, Moscow,
Russian Federation), https://orcid.org/0000-0002-6619-3875

nosanuit (PKI), KOHCEHCYCHBIX JOKYMEHTOB, OMy61KOBAHHbIX 32
nocnefHue roabl. PekomeHpaunm npuaBaHbl YNyHWnTb PaHHIO
anarHocTuky J1T, npasuiibHO Knaccudgmumposarts opmy naTono-
r1n, CBOEBPEMEHHO BbIGPATb ONTUMANbHYIO CTPATErNIO NEYEHNS.

[JuarHocTnyeckue 1 nevyebHble MepPONpUATAS pasnnyarTcs no
Kfiaccam W YpOBHAM [0Ka3aTeNbHOCTU PEKOMEHALIMIA B COOTBET-
cTBuu ¢ pykoBogcTeamu ESC/ ERS (taén. 1.1.).

PekomeHpauum npeanaratiotcs A0 WKWPOKOro crnektpa crneuy-
aNnnCTOB — Bpayen 06LUEN NPaKTWKWU, TepanesBTOB, KapauOnoros,
MyNbMOHOMOrOB, XUPYProB, PEBMATOSIOr0B, remMaTtosioros, UHGEeK-
LIMOHUCTOB, DTU3NATPOB 1 Ap.

2. ONMPEQENEHNA

JlérovHas runeptensus (JIN) — remogmHamMmyeckoe u narou-
310NI0TNYeCKOe COCTOSHWE, KOTOPOE XapakTepu3yeTcs MoBblLLe-
HUEM CPeaHero fasneHus B NéroyHoi aptepumn (cp4J1A) >20 mm
PT. CT. B OKOE MO JaHHbIM MAHOMETPUW NP KaTeTepuaauun npa-
BbIX 0TAenoB cepaua (KMNoc) [1,2].

Mpekanunnapuasa JII — remognHammyeckuin Bapuadt JII npu
cpJ1A >20 MMm pT. CT., AaBNEHWUU 3aKNNHUBAHWA B NIErO4HON apTe-
pumn (O3J1A) <15 MM pT. CT., NErO4YHOM COCYAMCTOM CONPOTUBIIE-
Hue (J1ICC) >2 egunuy (EL) Byna [2].

Knacc pekomeHpavmii

HbIMW 1 NONE3HbIMN.

[okasatenbcTBa W/unu eaMHOe MHEHUE, Y4TO ANarHoCTMYecKas npoLeaypa Uim Bug neveHns ABnsoTes addeKkTns-

poTMBOPEYMBLIE AAHHbIE U MHEHMS 06 3(h(DeKTUBHOCTI/ NONb3E NeYeHNs

COOTHOLLEHNE AaHHbIX/ MHEHWIA B NOSb3Y 3G EKTUBHOCTI/ NONb3bl NEeYeHNS

II'b CoOTHOLWEHNE [aHHbIX/ MHEHWIA B OTHOLIEHUN 3G (EKTUBHOCTW/ NONb3bl HE YCTAHOBMEHbI.

MOXET ObITb AAXKE OMACHbIM.

[aHHble Unn efuHOe MHeHWe, YTO NieYeHne/ npoueaypa He ABASETCA NOMe3HbIM, 3(h(EKTUBHbIM, a B pAfe Cnyvaes

YpoBeHb [10Ka3aTENbHOCTH PEKOMEHAALMI

MeTaaHann30B.

[laHHble nonyyeHbl Mo pesynbTaTamMm MHOXECTBA PaHAOMM3MPOBAHHBIX KOHTPONUPYeMbIX uccnenosanuii (PKI) nnu

JIEHHbIMW pe3ynbTaTaMu.

[laHHble nonyyeHbl o pesynbratam 0AHOro PKI unu KpynHbIX HepaHLOMWU3NPOBAHHBIX UCCIELOBAHUIA C HeonpeLe-

PErncTpbl

EanHoe mHeHune JKCNepToB n/vnu HebonbLINE HEKOHTPOINPYyEMbIE NCCNenoBaHnA, pETPOCNEKTUBHbLIE NCCNEQOBAHNA,
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Nérounas aprepuanbHas runeptensus (JIAT) — ato npekanun-
napHas dopma J1T npu oTCyTCTBUM 3a6051€BAHNA NETKNX, XPOHU-
4eCKOM Tpom6oambonum B cuctemy NnéroyHoir aptepun (TINA),
Lpyrux peakux 6onesnei (rpynna V) B ka4eCTBe BO3MOXHbIX NpU-
Y1H NOBbILLEHNS AaBnieHus B NéroyHoin aptepun (ONA) [3-5].

XpoHudeckass Tpom6oambonuyeckas NéroyHas runepTeHsus
(XT3JI) — xpoHnyeckas cpopma JII, npu KOTOPOI XPOHMYECKas
06CTPYKLMA KPYNHbIX/ CPeHUX BETBEI NIEr0YHbIX apTepuit n BTO-
PUYHbIE N3MEHEHNS MUKPOLMPKYISATOPHOMO pycna Nérkux npmeo-
OAT K nporpeccupytowemy nosbiwenuto JICC n 1A ¢ passutuem
NpaBOXXeJy04KOBON CepfieHHOil He0CTaTOMHOCTL [6-8].

Tabnuua 3.1. Knuuuyeckas knaccudpmkaums [21*
Table 3.1. Clinical classification [2]*

JIEroyHas apTepuanbHas runepreH3us:
WNomonatunyeckaa ()

. OTpuyatesibHbIvi TECT HA Ba30PEAKTUBHOCTb

. [TonoxuTesnbHbIf TeCT Ha BA30PEAKTUBHOCTb
Hacnepncteennas (mytauun BMPR2, fpyrue)

. OTpuuatenibHbIvi TECT HA Ba30PEAKTUBHOCTb

. [TonoxuTesnbHbIf TeCT Ha BA30PEAKTUBHOCTb
HpyumpoBaHHast neKapCTBEHHbIMIA
npenapaTami 1 TOKCUHaMK

. OTpuyatenibHbIvi TECT HA Ba30PEAKTUBHOCTb

. [lo710XX1TE/bHBI TECT HA BA30PEAKTUBHOCT
AccounnpoBaHHas c:

. BPOX/EHHbIMU 110POKaMU cepaua (MPocTble CUCTEMHO-
JIer0Y4HbIE LLYHTBI)

. CUCTEMHbIMY 3a0071EBAHUSIMU COEANHNTENIbHON TKAHU

. 110PTasIbHOVI TNITEPTEH3NEN

. BUY-urgpekunen

. LLINCTOCOMO30M
JIAT ¢ npu3Hakamu nopaxeHust NEroYHbIX BeH/
Kanunnapos (Néro4Has BEHOOKKMIO3NOHHAsA 60Me3Hb/
NEroYHbIA KANUINAPHbIA reMaHrnomaros)
Mepcuctupytowas JIm HOBOPOXKAEHHbIX

Il. JIEroyHas runepTeH3nsa BCNEACTBUE NATONOrMKU NEBbIX
OTAENoB cepaua:
CepaeyHast HeOCTAaTOYHOCTb:
1. ¢ coxpaHeHHo ghpakumeli BbI6POCA IEBOT0 XENY[04Ka
2. CO CHUXXEHHOW WITN YMEPEHHO CHUXKEHHOM

hpakymeri BbI6POCA JIEBOI0 Xey04ka
2. KnanaHHas naronorus
3. BpoxaéHHas/ npuobpeTéHHas cepAeqHo-CoCyamncTas
naTonorus, NPpUBoAALLAs K noctkanunnspHomn J1I

lll.  Jléroynas runepTeH3usa BCNeACTBUE 3a00NEBAHNA NETKNX
U/VNK TUNOKCEMUMU:

X0BN

PecTpukTiBHbIe 3a60N1eBaHNA JIETKMX

[pyrue 3a60neBaHns NErKUX C PECTPUKTUBHO-
0OCTPYKTUBHbIMIA HApYLLEHUAMI

[MNOBEHTUNSALMOHHBINA CUHAPOM

Fmnokcus 6e3 3a6oneBaHuii NErkux (BbicokoropHas J)
Anomanun passutis Nérkux

JII BcnepcTBUe 06CTPYKLMM NETOYHBIX apTEpHii:
XpoHuyeckas Tpom6oambonmnyeckas Il

[pyrue 06CTpyKLMM NEroYHOM apTepum (aHrnocapkoma,
Apyrie BHYTPUCOCYANCTbIE OMyX0sK, apTepUuT,
BPOX[EHHbIE aHOMANWN, NapasnuTapHble 3a60N1eBaHNS)

JII HEM3BECTHOr0 MM CMELIAHHOro reHesa:
'ematonoruyeckue 3abonesaHus

CnCTEMHbIE HapyLLEHUS

MeTabonunyeckne HapyLLIeHNs

XPOHNYeCKas No4YeyHas HeloCTaTO4YHOCTh C/6e3 remoananusa
Tpom60THYeCKas MUKpOAHrMonaTus Nérkux BCNeACTBMe
3MOOMNN OMyX0SEBbIMM KITeTKaMu

5 ®ubPO3NPYIOLLNIA MEANACTUHNT

5. CnoxHble BpOXAEHHbIE NOPOKM cepflia

lpumeyanne: * agantmposaxo. Note: * adapted.
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Moctkanunnapuas JII — remoguHamuyecknii Bapuant JII npu
cpJTA >20 mm pT. cT. v 3J1A >15 mm pT. T. [2].

3. KINACCN®UKALINK

Ha ocHoBaHWN 06LLHOCTM NAaTOGU3NONOTNYECKMX, KTMHUYECKIUX
1 TEMOJMHAMUNYECKMX OCOOEHHOCTEN, ONPEAENAOLLMX NOLX0AbI K
neveHnto, Boigenserca nato rpynn JIT (taén. 3.1.). B kKnuHn4eckyto
KnaccuukaLmo BHECEHbI U3MEHEHUS C YHETOM MOJIOXKEHUA 6-ro
BcemupHoro cumnosuyma no JIT 2018 r. n pekomengauuin ESC/
ERS 2022 . [1,9].

T'pynna | BknioyaeT namonatuyeckyto J1IM (U, HacneacTBeHHy0
NAT (HNAT); NAT npu npuéme nexkapcTs 1 TOKCMHOB; aCCOLMNPOBAH-
Hble bOpMbl — BCEACTBIE BPOXAEHHBIX MOPOKOB cepaua (BI1C) —
NMPOCTBIX CUCTEMHO-NErOYHBIX LUYHTOB, CUCTEMHbIX 3a60MEBaHN
coeauHuTenbHoin TkaHu (C3CT), nopTanbHOiA runepTeHsuu, BUY-
MHMeKLMK, lWnctocomosa [4,5].

HOwarHo3 WIIT yctaHasnueaetcs npu BepudmumnpoBaHHoin JIAT
nocne UCKNK0YEeHNs HACNeACTBEHHOr0 aHaMHe3a 11 BCeX acCoLmMmpo-
BaHHbIX (hopm natonoruu; HI1Al — y nauneHToB ¢ CeMeiHbIM aHam-
Hesom JIAT w/unu npu BbISABMEHUM MyTaLWA TEHOB, KOAUPYHOLLNX
peuenTopbl TN 2 6esika KOCTHOro mopdhoreHesa — BMPR2 (bone
morphogenetic protein receptor 2) (80% cny4aes), pexe — MyTauuii
aKTUBWH-NOJ06HOM KHa3bl (ALK1) unu angornuHa (ENG), Smado,
CAV1 (kaseonuu-1), KCNK3 [5,10].

HoBbIN NepeyeHb NEKapCTBEHHbIX NPenaparos 1 TOKCUHOB, KOTO-
pble aBnA0TCA haktopamu pucka (OP) JTAT, npeacTasneH B Tabnuue
3.2. B HacTosLLee BpeMs BbIAENSAIOTCH ONpeAeneHHble (Npu Hanu4yum
accouuaumu ¢ npuémom J1eKapCTBEHHbIX NMpenapaToB/ TOKCUHOB C
JIAT, noaTBepXaEHHON B pALe HE3aBMCKUMbIX HABMIOLEHNIA, BKIK0Yas
PKI v pokasauHble anugemun) n BepostHble OP (cepum cnyyaes).

Cpean nauuentos ¢ VT, HITAT; JTAT, nHAyuMpOBaHHOM nekap-
CTBamMu/ TOKCUHAMU, BbIAENSIOTCH MOArPYNMbl C OTPULATENbHBIM
1 MONOXNTENbHbIM TECTOM Ha Ba3opeakTuBHOCTb [2,11]. Mo faH-
HbIM POCCWIACKOr0 PermcTpa, nosioxXuTesbHasa octpas gapmako-
noruyeckas npo6a (O®M) (cHmkenne cpdJIA >10 mm pT. CT. C
JOCTUXKeHNEM abCOMOTHOM BeMYUHbI <40 MM pT. CT. NpK OTCYT-
CTBWU CHWXEHNA CepfieqHoro Bbi6poca) BbisBnseTca vy 8,6% na-

Tabnuua 3.2. JlekapcTBeHHble npenapatbl U TOKCUHbI - (haKTOPbI
pucka JIAT [2]
Table 3.2. Drugs and toxins - PAH risk factors [2]

OnpepenexHblie BeposiTHble

« KokawH

» eHnnnponaHonammnH

» AMcheTamnHoNo4o6HbIe npenaparb
* inTepdepoH a u B
 ANKUnupyoLLe npenaparbl
(umknodpocchamma, mutomuumH C)
» JKCTPaKT TpaBbl 38ep060S
NPOJbIPABIEHHOM0

* bo3yTnHNo

» AHTVBUPYCHbIE Npenapartbl
npoTuB Bupyca renatuta G npsmoro
nenctena (codpocoysup)

« [lechnyHomug

e AHOUpPY6UH (KuTaiickas

Tpasa Linn-[ait)

« [Inazokcup

« [lechnyHomup

« L-TpuntocpaH

« [loHaTNHUG

* CeneKTUBHbIE UHTUOUTOPbI
npoTeacom (kapcunaomuo)

* X1I0pOpraHn4eckne CoeanHeHus
(TpuxnopatuneH)

» AMUHOpEKC
 OeHnopammnH

« [lekcdheHdnopamnH
« TOKCUYecKoe
parncoBoe Macro
 beHnoopeke

« [lazaTnHm6

« MetamdheTamuHbl
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umeHtos WJTT v HITAT [10,11]. Hepenko B nepBble MECALbI 1 Jaxe
CNyCTS oAbl JievyeHus 6iokaTopamu KanbLmesbiX kaHanos (BKK)
y 60SIbHbIX HabM04aeTCa KIMHUYECKOe YXYALIeHWe, YTo TpebyeTt
ackanauuu cneunduyeckon Tepanum (pasgen 3.2.2.).

Hambonee yacton npuynHoit accouumposaHHon JIAl, no naH-
HbIM POCCWIACKOro peructpa, senstotca BI1C — npocTbie cuctem-
HO-Nero4Hble LWYHTHl (36,6%) — BeeKTbl  Mex>Kenya04KoBol
neperopoaku (ONMXKIT), netekTbl MexnpeacepaHon neperopoakm
(OMTIM), oTkpbITbI apTepuansHoii npotok (OAM) (pasgen 4.1.)
[13]. Knaccudpmkaumu J1AT, accouumpoBarHoi ¢ BIC, u kputepuu
onepabenbHOCTM NpeacTaBfieHbl B EBpasMniCKuX pekomeHgaunsx
no anarHocTuke u neveHuto J1I, accounmpoBanHoii ¢ BI1C y B3poc-
nbix [14]. B knuHuyeckoi knaccudukauuu JIAT-BIG, kak v paHee,
BbIZENSAOT YeTbipe rpynnbl: 1) cuHapom 3i3eHmMeHrepa, 2) J1AT,
accoUMNpOoBaHHas C NPEeUMYLLECTBEHHO CUCTEMHO-NEro4HbIMM
wyHtamu, 3) JTAT npu manbix, cnyyaiHbix gedpekrax, 4) J1Al no-
cne xupyprudeckoit koppekuum BIC [14].

NAT, accouumnposanHas ¢ G3CT (JTAr-C3CT), pasBusaetcs npu
cuctemHoii cknepogepmun (CCLL), CMCTEMHOI KpacHOI BOfYaHKe,
CMeLLaHHOM 3a60/ieBaHNM COEANHUTENbHON TKaHW, 6onee pej-
KO — NP1 peBMaTOMAHOM apTpuTe, 1epMaTOMNO3NTE UK CUHAPO-
me Llerpena [3,4].

MoBbIWEHNE [aBEHUS B CUCTEME BOPOTHON BEHbI MPUBOAUT K
Pa3BUTMIO NOPTONErOYHOI runepTeHaumn (noptoJl) y 2-6% 60MbHbIX
HE3aBMCUMO OT TSXKECTU naronoruu neyvenn [4,5]. JTAT passusaerca
y 0,5% nauuentos ¢ B4 [15]. Mpwu renatonueHanbHon opme Ln-
crocomo3a J1AT BbIsiBnseTcs npumepHo B 5% cnyyaes [10].

[MopaxeHne NEroYyHbIX BeHYN/ KanuminspoB accouMnUpyetcs C
He6NaronpuUATHbLIM NPOrHO30M, PUCKOM Pas3BUTUS OTeKa NErKMx
npu HaszHadveHun JIAT-cneumdnyeckoit Tepanun [16]. J1éroynas
BEHOOKK/I03NOHHas 6051e3Hb (JIBOB) 1 NeroyHblil KanunnapHbli
remaHrnomatos (JIKFA) — peakme Oopmbl Natonoruu, KOTopble
UMeKT cxoaHble ¢ W ructonoruyeckue, KIMHNYECKNe U remo-
ONHAMUYecKne 0CO6EHHOCTW, MOryT BO3HWUKaTb npu G3CT, BUY,
NPUMEHeHNN aHOpeKTNKoB [3,4,16]. Y nauneHToB 0TMEYaETCs Bbl-
paeHHas runokcemus, B kayectse ®P ykasbiBaeTcs BO34ENCTBUE
OpraHuyYeckux pacTBOPUTENER, B YaCTHOCTW, TPUXNOPITUNIEHA,
npu oueHke AMGEY3NOHHON CNOCOBHOCTU NETKUX UMEETCSH 3Ha-
YUTENbHOE CHUDKEHUE AN dY3UOHHOI CNOCOBHOCTM NETKUX B OT-
HoleHun moHookeuaa yrnepoga (DLCO) <50% 0T [OMKHOro; npu
KoMMbtoTepHOM Tomorpacpum (KT) nérknx kapTuHa npefcrasneHa
YTONLLEHNEM MEXN06YNAPHbIX CeNnT, (DEHOMEeHa «MaTOBOr0 CTeK-
na», yBeNN4YeHNa numartn4ecknx y3nos cpepoctenns [1,2].

Tpynna Il. Natonorus nesoro xenygoyka (JIXK) unn knanaHHoro
annapara JieBbIX OTAEeNI0B cepaua NpuMBOAAT K MOBbILEHUIO [aB-
neHus B nesom npencepauu (JIM) u, kak cnencreme, 06parTHoON
nepenayn gaBneHns ¢ naccuBHbIM nosbiweHuem LJ1A. Mpu aTom
JICC 06bI4HO MOBbILLIEHO He3HAYUTENbHO. MpuynHamu J1T rpynnbl
[l ABNAOTCA CUCTONMYECKAA WAN ANAcTONMYecKas ANCHYHKLNS
JDK, nopaxeHue KnanaHoB JieBbIX OTAENI0B CepAaua, BpoXaEHHas/
npuo6peTéHHas 06CTPYKLMA NPUHOCALLEro/ BbIHOCALLEr0 TpakTa
JDK [2,17,18]. Kom6uHupoBaHHas noct-/npekanunnapxas J1T pas-
BuBaetca y 19-35% 60nbHbIX (Tabn. 3.1.) [5].

Tpynna Ill. Npw JII' BCneacTBue Natonoruu NErknx 06bI4HO OT-
Me4aeTcs ymepeHHoe rnosbiweHne cpJ1A (<35 mm pr. ct.) [5]. ¥V
pafa 60nbHbIX passusaetcs Tsxénas JT (JICC >5 ELl Byna), He co-
OTBETCTBYtOLLAA CTeMneHn runokcemuu [2]. Mpu 3ToM 0TMeyaeTcs
YMEPEHHO BbIPAXEHHAA UK THKENAs 06CTPYKLMA AbIXaTenbHbIX
NnyTel ¢ Pa3BnUTEM FUNOKCEMUN, TUMOKANHUUK, CHKeHnemM DLCO
[5,10,19].

OnutenbHoe NpebbiBaHNe UK NOCTOAHHOE NPOXIBAHNE HA Bbl-
COKOropbe npuBoanT K nosblweHnto cpJ1A >20 mm pt. 1. 0f-

HAKO Y HEKOTOPbIX NUL 3HayuTenbHoe nosbileHne OJTIA moxert
NPUBOAMTL K passuTuio runeptpodun MK, npaBoxenyno4KoBoii
cepaevHon HegoctatoyHocTn (CH) 1 npexaeBpeMeHHON CMepTm
[20]. Mpw oTcyTCcTBMM Apyrux npuyuH nosbienus OJ1A gmardo-
cTupyertcsa BbicokoropHas J1I (BJ1) [9].

B HacTosliee Bpems He [0KasaHa NPUYUHHO-CNEACTBEHHas
CBA3b MEeXJy CMHAPOMOM 06CTPYKTUBHOrO anHo3 cHa (COAC) u
passutuem J1I, 4TO NPUBENO K UCKITKOYEHWIO 3TOI NaTonorum u3
KNUHUYECKON Knaccmdmkaumu; B cTpyktype rpynnsi |l ykasoisaet-
CA TUNOBEHTMAALMA U TUNOKCKA 6e3 naTonoruy Nérkux [2].

Tpynna IV. B rpynne IV, kak u paHee, Bblgensotca XTI u apy-
rne 3a60neBaHus, CBA3aHHbIE C 06CTPYKLMEN NEroYHON apTepun
(J1A) [5,6,10]. B 3aBucumocTi 0T cpopmbl natosiornu TpebyrTcs
ANpepeHLMpoBaHHbIe NoaXoabl K BbIOOPY f1e4e6HON TaKTUKN B
YCNOBUAX 3KCMNEPTHOrO LeHTpa [9].

Tpynna V. K pa3suTuto npekanunaspHoi JII MoryT npmMBoguTh
CepnoBUAHO-KNETOYHAA aHeMus, Tanaccemus, BPOXAEHHbIN
chepouuTo3, CTOMATOLMTO3, MUKPOAHTMONATAYECKAS TeMOSTUTK-
yeckan aHemus [3]. B otnmyme ot JIAT npu XpoHMYecKoil remo-
NINTUYECKOI aHEMUN OTMEYAeTCs YMepeHHoe noBsbiwenne cpJ1A
(30-60 MM pT. CT.), NOBbILUEHHBIA CepAeYHbIi Bbibpoc (CB) (8-9
n/MuH), npu 3Tom BenuymnHa JICC 3Ha4nTensbHo Hke, Yem npu JTAT
[5]. CnoxHble BIIC ocrtatotcs B rpynne V, NOCKONbKY BbI3bIBAKOT
reMOJMHAMWNYECKUE HAPYLLEHNS B MANIOM Kpyre KpoBoo6paLLeHus
no Tuny npe- w/unu noctkanunnapHon JII (BMNC ¢ yHUBEHTPUKY-
NAPHON remofuHaMuUKoRn, cermentapHas J1n [1,5,22]. B cTpykType
rpynnsl nossunace JIT npu TpOMGOTMHECKON MWUKPOAHruonaTum
NErkux BCNeACTBME 3MOONIUN ONYX0NEBbIMU KIeTkamu [2].

B 2018 r. akcnepTtamu 6-ro BcemupHoro koHrpecca no J1I npeg-
NOXeH HOBbI AnarHocTuyeckuin kputepmin JI — cp /1A >20 mm pr.
CT. (paHee >25 mm pT. cT.) [2]. CornacHo pekomeHgaumuam, ESC/
ERS 2022 r. kputepun npekanunnsapHoi NI skntoyatot cpdJ1A >20
MM pT. cT., A3J1A <15 mm pT. cT., JICC >2 E[] Byna [23].

BakHO 0TMETMTb, YTO AOKa3aTeNibHas 6a3a B OTHOLIEHWN -
hekTuBHoCcTI/ 6e3onacHocTn JIAT-cneumdnyeckux npenapaTos
0CHOBaHa Ha pesynbTatax PKW, Bkntovaslmx naumeHtos ¢ JIAT
(rpynna l) co cp4JTA >25 mm pt. cT., A3J1A <15 mm pT. cT. 1 JIGC
>3 E[l Bypa [2].

BepxHeli rpaHuuein HopmanbHbIX 3HaveHuin O3JT1A cyuTaetcs
12 MM pT. CT., 0HAKO B pekomeHgauusax no JII n KOHCeHcyce
EBponeiickoro o6uiectBa kapauonoroB no CH ans gmarHoctuku
hopmbl ¢ coxpaHeHHOI tpakumei Bbiopoca (CHc®B) npeanara-
etca 6onee Bbicokuii nopor (O3J1A >15 mm pT. cT.) [2,5,24,25].
B PKW no u3syyeHno JIAT-cneundpu4eckorn Tepanum noporosbiv
cyutanoch [3/1A <15 mm pT. cT. Bo BCex Cnyyasx npu ycTaHOB-
NeHu npe- n noctkanunnapHoi J1II cneayer y4uTbiBaTh OEHOTUN
naumeHTa, ®P n gaHHble axokapanorpadun (3xoKr), B yacTHOCTH
06béMm J1M [2].

Moporosbie 3Ha4eHus JICC cHmkeHbl ¢ 3 E[] Byna no 2 E[l Byna
C Y46TOM BEPXHEro npegenia HOPManbHbIX 3HA4YeHU [2,24] (Tabn.
3.3.). 3BecTHO, yT0 JICC 3aBuUCKT OT NNOLLAAM NOBEPXHOCTY Tena
11 BO3pACTa: y UL NOXWUIOro BO3pacTa, Kak npasnino, 0TMe4atoTcs
6oree BbICOKME 3HAYEHMS Jaxe NPy OTCYTCTBUW NAToNornu cep-
Je4Ho-cocyaucTon cuctembl [26]. Benuyuny JICC Heobxonumo
Y4UTBIBATL N1 UCKMIOYEHUS TaKUX NPUYMH NoBbIweHus OJ1A, kak
YCKOPEHWe NEro4HOro KPOBOTOKA WA MOBbILLEHUE BHYTPUTPYLHO-
ro gasnexus [2].

MocTkanunnapHas J1I yctaHasnueaeTcs npu nosbiwenun cpds1A
>20 mm pT. cT. 1 43J1A >15 mm pT. cT. Benmyunna JICC ucnosnbay-
eTCA [N BbIAB/IEHNA NALMEHTOB CO 3HAYUTENbHBIM NpeKanunniap-
HbIM KOMIOHEHTOM — KOMOWHWPOBAHHAA NOCT-/ NpeKanunnsapHas
Nr (>2 EJ Byga).
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[nacTonuyeckuin rpagueHt, Kak pasHuua mMexzay Auactonuye-
ckum OJTA (OOJ1A) v O3J1A, B gononHenme K JICC, paHee npume-
HANCA Ans onpejeneHns NpekanunisapHoro KOMMNOHeHTa npu nocT-
kanunnspHon JI [2,9,26]. B pekomeHgaunax ESC/ERS 2022 r. 8
Ka4yeCTBE eAMHCTBEHHOr0 ANArHOCTMYECKOr0 KpUTEpUs paccmarpu-
Baetcsa JICC [2]. i3onuposaHHas noctkanunnspHas J1I ycraHasnu-
Baetcs npu JICC <2 E[] Bypna. Mpu BIC, 3a60neBaHnsX neveHn, na-
TONOMMKN NETKUX UK runepTMpeose nosbiwieHne cpdJ1A >20 mm pr.
CT. coyeTaetcs ¢ Hu3kum J1GC (<2 EL1 Byma) npu 31A <15 mm pT.
CT., 4TO OMpPeLenseTca YCKOPEHHbIM JIEr04HbIM KpPOBOTOKOM. He-
CMOTPS Ha Hanuyue JIT, NOCNeAHsAs He COOTBETCTBYET KpUTEPUAM
npe- unu noctkanunnspHon JIT. Takoe remognHaMmmu4eckoe CocTo-
fHIE ONUCbIBABTCSA TEPMUHOM «Heknaccudmumpyemas J» [2].

Mpekanunnapras J1T otmedaetca npu JIAT (rpynna 1), npu na-
Tonorum nérkux u/mwnu runokcemuu (rpynna ll), npu o6¢TpyKLmn
J1A (rpynna IV) u, B page cnyyaes, npu JII rpynnst V. Moctkanun-
napHas JII nabniofaetcs npy NaTonoruy nesbix OTAENOB cephua
(rpynna 1), npu JIl rpynnbl V unnM 1301MpoOBAHHOM MOPaXeHUU
NEroYHbIx BeH unu kanunnapos (JIBOB/JTKIA).

OueHka (yHKUWOHANbHOrO Kknacca npu JIT ocHOBaHa Ha
Knaccugukaumm BcemupHOW OpraHusauun  34paBOOXpPAHEHNs
(BO3) — aganTupoBaHHoil Knaccudukaumu Huto-opkekoii acco-
unauum cepaua (NYHA) ans 6onbHbix ¢ CH (Taén. 3.4.) [5,9,22].

4. 3TUONOrna N NATOrEHE3

Tpynna I. B natoreHese JIAI BaXHY0 pO/b UrpaeT 3HA0TENNANb-
Has OUCMYHKLMA, NpU KOTOPO TUNEpnpojyKLMs Ba3OKOHCTPUK-
TOpPHbIX (3HL0TENMH-1 (3T-1), TPOM6BOKCAH A2, CEPOTOHUH) 1 CHU-
)KEHWe CUHTEe3a Ba3oLMIaTUPYIOLLMX MeAMaTopoB (OKCUA a30Ta
(NO), npocTtaumknut (ML)) cnoco6¢TBYHOT Bazocnasmy, hOpMupo-
BaHWIO NPOTPOMOOTUYECKMX U BOCMANUTENbHbBIX PeakLmUi B COCy-

Tabnuua 3.3. lfemoguHamuyeckas knaccutpukaums [2]
Table 3.3. Hemodynamic classification [2]

Onpepenenne
J1éro4Has runepTeH3ns

XapakTepucTuku
CpAJTA >20 mm pT. CT.

Cp[JTA >20 mm pT. CT.
O3MA <15 mm pT. CT.
NCC >2 E[l Byna

[Tpekanunnapxas JII

CpHJTA >20 mm pT. CT.

MocTkanunnapHas JII N371A >15 MM pr. cT.

130nmpoBaHHas

nocTkanunnsipHas Jr NCC <2 El Byna

KoM6UHMPOBaHHAsA NOCTKaNUMspHas

n npekanunnsipHas Nr NCC >2 E/l Bypa

Ta6nuua 3.4. dyHKuuoHanbHas knaccutukaums [9]
Table 3.4. Functional classification [9]

AncToin cTeHke [28]. PemoenvpoBaHue NEro4YHbIX COCYLOB ABMS-
eTCS pe3ynbTaTtoM nponudepauni 3HAOTENNS, TNAAKOMbILLEYHbIX
KNeTok, oubpobnacToB BCEACTBME MATONOrMYECKOA aKTMBALUK
(hakTOPOB TPAHCKPMMLMW B YCIIOBUAX HAPYLUEHUS NPOLECCOB MM-
TOXOHAPUANIBHOMO AbIXaHWUS C YCUIIEHNEM SHEPreTUHecKO 3aBu-
CUMOCTM OT a3p0o6HOro rnukonusa [5,22]. B anBeHTULMM OTMEYa-
8TCS MOBbILIEHHAS NPOAYKLIMS BHEKIIETOYHOrO MAaTPUKCa, BKITHOYas
KonnareH, anactuH, UOPOHEKTUH 1 TeHacLUmH [28].

Y 60nbLumnHCTBa 60MbHBIX JIAT ¢ cemeitHbiM aHamuesom (HI1AT) (zo
75% cry4aes) 1y psaa 60MbHbIX CO criopagudeckumu ciyqaamu ()
(25% cnyyaeB) BbISBNSAOTCA MyTaLMMU TeHa, KOAUPYIOLLEro peLenTop
Tuna Il k 6enky KoctHoro mopdyoreHesa BMPR2, koTopbIit OTHOCUTCSA K
CeMelicTBY TpaHcopMupytoLLero DakTopa pocTa u perynnpyer npo-
LLeCCbl KNETO4HON nponundepauni CocyancTbIX KIeTok [2,29]. Xapak-
TEPHO ayTOCOMHO-A0MWHAHTHOE HACNEA0BAHME C HU3KOIA MEHETPaLN-
en (0o 20%), 4TO YKa3blBaET Ha PONb [OMNOMHUTENbHbIX TPUTTEPOB.
OnucaHbl nonMmopduambl reHoB, koaupyowmx NO-cuHTasy, Kapou-
mMun-goocar cuHTasy, CUHTE3 NepeHoCHMKOB CepoTOHNHA K ap. [10].

Y NauueHToB ¢ HACNeACTBEHHOI reMoppariyeckoi TeneaHrnak-
Tasunen (6onesHb Ocnepa-Bebepa-PaHAato) onucaHbl MyTauum reHoB
aKTUBMH-NOA06HON KMHasbl-1 (ALK-1), aHO0rN1Ha, 6ENKOB cemeil-
cTBa TpaHcdopmupytowlero daktopa pocta (BMPR1B, Smad9).
MyTauus reHa, KOAUPYHOLLEr0 3YKapUOTUHECKUA WHULMNPYIOLLNATA
2-i (hakTop TpaHenauumu a-kKnHasbl 4 (EIF2AK4), onpeaenser us-
MEHEHWe 3KCMPeCCcMn reHoB B OTBET Ha IenpyBaLnio aMUHOKIUCNOT.
bu-annenbHas mytauns EIF2AK4 BbisiBNseTcs y BCEX GOMbHbIX C
cemenHbIMi popmamu JIBOB/NKIA v 25% nauneHToB ¢ rucTono-
rNYeCKN NOATBEPXAEHHBIMU CrIOpafnyeckumm opmamu [5].

Tpynna Il. Mexann3mbl J1T npy naTonoruy nesbix 0TAEN0B CepA-
a BKMIOYAIOT MAcCUBHYt0 06paTHY0 nepedady MOBbILIEHHOrO
JasneHns (noctkanunnapHas J1r), noBpexxaeHne aHA0TeNNs, CHI-

Knunuyeckue rpynnel
Bce rpynnbl

. JIéroyHas aptepuanbHas runepTeH3ns

[Il. JI BcnenctBue 3a6051eBaHMiA NEFKUX W/UNN r’unoKcemnn
[V. JIl BcnefcTBue 06CTPYKLMM NIEFOYHbIX apTepnit/ XTI
V. JII HeM3BECTHOI0 MM CMELLAHHOr0 reHesa

[I. JTéroyHas runepTeH3us BCreACTBUE
naTosiorum ieBbIX OTAEN0B cepaLa
V. JIIl HeN3BECTHOrO MMM CMELLAHHOTO reHesa

OTCYTCTBYIOT OrpaHNyeHUA (hU3NYECKOIN aKTUBHOCTU. OBbIYHbIE (PU3NYECKIE HArPY3KM HE BbI3bIBAIOT

YECKYI0 Harpysky 6e3 nosBfeHNs BbllLeyKa3aHHbIX CUMITOMOB.

Knacc | o o y
NOSIBJIEHNA OAbILLIKK, CNABOCTHN, 60NeR B FPYLHOI KITETKE, NPejo6MOPOYHbIX COCTOSHUIA.
OTMeYaeTCs HEKOTOPOE CHYKEHME (PU3NYECKOI aKTUBHOCTU. B MOKOE MauneHTbl YyBCTBYHOT

Knacc Il cebs KOM(OPTHO, OLHAKO 06bIYHbIE (PUSNYECKNE HATPY3KU COMPOBOXAAKOTCA NOSABIIEHUEM
OAbILIKK, cnabocTun, 60N1ei B rpyaHOI KneTke, NpefoObMOPOYHbIX COCTOSHUA.

Knace Il ®dn3nyeckas akTUBHOCTb 3HAYMTENBHO OrpaHnyeHa. He6onbline PU3nNYHeckne Harpy3kin Bbi3biBatOT
nosBNeHNe OAbILIKKW, CabocTun, 6051ei B rpyaHOI KNeTKe, Npefo6MOPOYHbIX COCTOSHMA.
MawneHTsl He CNOCOGHbI NEPEHOCUTB Nt06YI0 (hn3K

Knacc IV t P i

CmMNTOMbI MOTYT NPUCYTCTBOBATb AAXe B NOKOE, AUCKOMMOPT BO3PacTaeT NPy MUHUMASTbHOI Harpy3ke.
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)KEHUEe YYBCTBUTENBHOCTM K Ba30UnaTupytoLLemy AeiCTBUIO Ha-
Tpuitypetudeckux nentngos [30]. Yeenunderue J1TT MOXET CNYXUTb
paHHUM Mapkepom aucdyHkuum JIK. Ha 06LLHOCTL NaToreHeTu-
YEeCKUX MEXaHu3MOB KOMOWHUPOBAHHOW NOCT-/MpeKanunispHo
JIT n JIAT yka3biBaeT CXOLCTBO MMCTONOTMYECKONA KapTuHbl. pn
JII BCNeAcTBME NATONOMAKM NIEBbIX OTAEN0B Cepla He BbISBIIEHO
FEHETNYECKNX HapyLUeHwi [5].

Tpynna Ill. Tpy pecnnpatopHbIX 3a60/1eBaHMAX OCHOBHO NMpUYm-
Hout JII aBnsieTCa apTepuanbHas rurnokKCeMus, Bbi3blBaKOLLAs NIErOY-
HYI0 Ba30KOHCTPUKLIMIO 32 CYET NPAMbIX U 0MOCPEI0BAHHbIX Mexa-
HW3MOB C NOCHEAYIOLLUM PEMOLENUPOBAHNEM apTepUii 1 apTepmon,
4TO MOATBEPXKAAETCA Hanu4yuem B3ammocsaseir mexay cpLflA,
napuuanbHbIM fasnequem kucnopoga (Pa0,) u DLCO [31,326].
AncdyHKuma 3HA0TeNus NEroYHbIX COCYA0B MOXET ObITh CBA3AHA
Kak C XPOHUYECKOW runokcemuen, Tak u Bocnaneqnem [14,23]. K
OPYTM CTPYKTYPHbIM PaKTOPam OTHOCATCSA COKPALLEHWe NNoLLaam
KanunaspHoro pycna, ConpoBOXatoLLee AeCTPYKLMIO NAPEHXUMbI
NErKKMX, 4TO XapakTepHo Ansa aMusembl 1 (ubpo3sa.

YcTaHoBNeHa ¢BA3b Mex[y pa3sutiem JIIy naunueHToB ¢ nato-
norueit NErknx 1 HoCUTeNbCTBOM LL-nonumopdnama B reHe 5-HTT
TpaHcnopTepa cepoToHnHa [5]. Tunepnpogykuns 3T-1, hakTopa
HEeKpo3a Onyxonen o, TpaHCHOPMUMPYKOLLEro dhaktopa pocta f,
COCyMCTOro (hakTopa pocta, nosbileHne G-peakTuBHOro 6eska
YKa3bIBatOT Ha 06LIHOCTb NaTOreHeTNYeCKNX MEXaHN3MOB pa3Bi-
Tns JIT npu natonorun nérkux u JIAT. Cneayet Takxe y4nTbiBaTb
pononHuTenbHble ®P JII — MeTabonuyecknii CMHAPOM, accoum-
WPOBAHHbLIA C WHCYIMHOPE3UCTEHTHOCTBHD, W OKUCIIUTESIbHbIN
CTPECC KaK NPUYMHY 3HAO0TENNANbHONA ANCHYHKLMN.

Tpynna IV. B natoreHe3e XTOJIT NOMUMO XPOHNHECKOI 06CTPYK-
Uy TpOMBOTUHECKUMU Maccamu J1A 3nacTu4eckoro Tuna urpaet
PONb AuUCTaNbHAA NEroyHas Backynonartus. Passutue 3a6oneBaHus
CBAA3bIBAOT C HapYLLEHEM NPOLLECCOB PUOPUHONN3A, AHTMOTEHEe3a,
PaHHUM pa3BUTMEM (OMOPO3HbIX M3MEHEHIA 1 BTOPUYHOI BACKYJI0-
naruei, B TOM 4uCre BCMEeLCTBME NAToNorM4yeckoro BO3LEMCTBuMS
cchopMMPOBaHHbIX a0PTO-NEroYHbIX Konnatepaneit [34]. Mpu usyye-
HWW KOArynsuMOHHbIX U3MEHEHWA BOTYAHOYHBIA aHTUKOArynsHT 06-
HapyxuBaeTca npumepHo Y 10% naLmeHToB, aHTUTENA K Kapaununu-
Hy —y 20% 60mbHbIX [6]. Y 39% naunexTos XTSI 06HapyxmBaeTcs
MOBbILLIEHHbIA NNa3MeHHbI ypoBeHb chakTopa V.

Tpynna V. Mpn rematonornyeckux 3abonesaHusx Yawe (3,3-
6,3%) BbIfBNAeTCA noctkanuanapHas JII BcreacTsme natonorum
NneBbIX OTAENOB cephua, npekanunnsapHas JII — 8 2,9-3,7% cnyda-
eB [1]. Mpn XPOHNYECKOM reMOMNN3e 0TMEYAETC MHTEHCUBHOE MO-
TpebneHne NO, CHUXABTCA NPOAYKLMS BTOPUYHOIO MECCEeHIKepa
NO — umknnyeckoro ryaHosuHmoHogpoccpara (urM®d) B rnagkombl-
LLEYHbIX KNETKAX NEroYHbIx cocyos [5]. MexaHu3mbl passutus J1T
MOTyT BKMHOYaTb XPOHNUYeckyto TAJTA, COCTOSHME MOCEe CMNAEHIK-
TOMUU, 4aCTO BbIABAAETCS BbICOKMI CB, natonorus fiesbix 0TAEN0B
cepAua 1 noBbILLeHHas BA3KOCTb KpOBU [4]. TucTnouutos X Moxert
NPUBOANTbL K MOPAXXEHWO NEr0YHbIX COCY0B, KOTOPOE He 3aBUCUT
OT CTEMEeHU NMOPAXEHNS AbIXATeNbHbIX MYTeN U NapeHXUMbl NErKnx
[10]. JIM moXeT Takxxe pa3BMBaTLCA BCHEACTBUE KOMMPECCUM NE-
FOYHbIX COCYA0B, KOTOPAs BbISABMAETCS MPWU PEHTIEHONOrMYECKOM
ncenefoBaHNN OPraHoB rPYAHONA KNeTKuU.

Takum o6pazom, npu JII nosbiwerne JICC u 1A, npusoasiume K
neperpyske u aekomnexcauuun MK, 06ycnosneHbl TPOMOOTUHECKM-
MU, MUTOrEHHbIMU, NPOBOCNANUTESIbHBIMU, Ba30KOHCTPUKTOPHBIMY
(hakTopamm [3-5]. PyHKLMOHANbHAA CNOCOBHOCTL U MPOrHO3 60S1b-
HbIX ¢ J1T 3aBUCUT OT COKpaTuTensHoM cnocobHocTu MXK [14,35].

5. NUAEMUONOrNa N NPOrHO3
NI BoisBnsetcs npumepHo y 1% HaceneHns B mupe [36]. 3a-
60/1eBaeMOCTb W PACcNPOCTPAHEHHOCTb CYLLECTBEHHO pa3nu4aet-

€Sl B 3aBUCUMOCTI OT KNUHKUYecKon rpynnbl JII, 0aHaKo BefyLlen
MPUYMHON ABASETCA NATONOMNA NEBbIX OTAENO0B CepALa U NErKuX.
[MoaToMy B BO3pacCTHbIX rpynnax crapiie 65 NieT ¢ BbICOKOW pac-
NPOCTPAHEHHOCTbI0 3a60M1eBaHMIA CepAua W NErkux 4acToTa Bbl-
asnenunsa JII gocturaet 10% [36]. Pa3sutue 1 nporpeccupoBaHme
JII He3aBMCUMO OT ee NPUYUMHBI CBA3AHO C YCYrybrieHneM CUMNTO-
MaTUKU 11 NOBbILLIEHHOW CMEPTHOCTBLIO [37].

Mpynna 1. JIAT — opchaHHoe 3aboneBaHue ¢ 3a60neBaeMOCTbiO 6
CNy42eB Ha MUMJIMOH B3POCIIOr0 HACENEHUs B FOZ 11 PAacnpOCTPaHeH-
HOCTbIO 48-55 cry4aeB Ha MUMMINOH B NONYNALMM COOTBETCTBEHHO
B 3KOHOMWYECKMW Pa3BUTbIX CTpaHax [2]. B 60/bLUNHCTBE PErucTpoB
WIT sBnsaeTcs Hanbonee pacnpocTpaHeHHoi popmoit rpynnsl | (10
50%), nanee cnenytot J1AT, accounmnpoBanHas ¢ G3CT, BIC u nop-
10/ [2,5]. [0 faHHbIM pOCCUIACKOro perucTpa, cpeau 740 Bnepsble
BbIfBNIEHHbIX nauueHTos J1AT y 40,9% noareepxxaeHa WT, Han6o-
nee YacTbIMU NPUYMHAMU aCCOLMMPOBAHHBIX POPM ObINK NPOCTbIE
CUCTEMHO-T1eroy4Hble LWyHTbl (36,6%) 1 C3CT (19,3%).

VT mMoXeT BO3HWKHYTb B JItO6OM BO3pacTe He3aBWUCKUMO OT
nonia u pacel. B ncropnyeckom peructpe HaumoHanbHOrO WHCTU-
TyTa 3goposbs CLUA (National Institutes of Health, NIH) cpegHuii
BO3pacT naumeHToB ¢ VI npu ycTaHOBNEHWM AnarHo3a cocTaBus
35+15 NET C COOTHOLLIEHNEM XEeHLMH 1 MyxHuH 1,7:1 [38]. B Ha-
CTOsILLEE BPEMS CHUTAETCS, YTO B MOSIOAOM BO3PACTe BCTPEYaeT-
cs npeumyuiectBeHHo HIAT, nopaxas B ABa pa3a Yalle »KEHLLUH,
yem MyxuuH [2,23]. Cpeau naumeHtos ¢ W ysennyunach gons
NOXMWNbIX MaLNEHTOB C apTepuanbHON runeptoHuen (27-42%),
oxupeHnem (30-38%), caxapHbim guabetom 2 Tuna (14%) v nwe-
MU4eckorn 6onesHblo cepaua (10-12%) [39]. CpeaHuii Bo3pacT na-
LLIMEHTOB BO (opaHuy3ckom u amepukaHckom (REVEAL) permcrtpax
cocrasun 52+15 net n 53+15 net cootsetcTBeHHO [40]. B peru-
ctpe COMPERA gons nauuentos ¢ UJT cTapiue 65 net npesbicuna
64% npu COOTHOLIEHUM XEHLLMH 1 MyX4nH 2,3:1 [41]. Mo aaHHbIM
poCCUiicKoro perucTpa, y naumentos ¢ W1 Bo3pact Ha MOMEHT
YCTaHOBNeHUs auarHo3a cocrasnser 41,0+12,8 ropa, 3a nocnef-
Hee 10-neTue 0TMeYaeTcs BO3PACTaHWE COOTHOLUEHUS XKEHLLUHBI/
MY>4uHbI 0 5,4:1 [42]. MNepnof BpeMeHn ¢ MOMEHTA NOsABMEHUs
)Kano6 [0 YCTaHOBMEHNS AnMarHo3a COXpaHseTcs 0Kono 24 mec.

lMauneHTbl ¢ cHAPOMOM Ji3eHMeHrepa cTaplue 18 net 1emoH-
CTpMPYIOT 60Jiee 61aronpuUATHbIA reMOLMHAMUYECKNIA NPOdnIIb
W NyYLWYH0 BbDKWBAEMOCTb MO CpaBHeHUto ¢ rpynnon W [14].
JNAT npu CCJ] xapakTepuayeTcs Han6onee He6naronpusATHLIM Npo-
rHO30M: eCNin roauyHas cmeptHocTb npu W coctasnset 15%,
10 npu JIAT npu CCI - 30% [5]. B nutepatype o6HapyxumBaroTcs
NPOTUBOPEYMBbIE CBEAEHUA O BbDKMBAEMOCTM BOJNIbHBIX C MOp-
ToJ1I". B peructpe REVEAL (CLUA) 3-neTHss BbIKMBAEMOCTb 60fb-
HbIX cocTasuna nuwb 40% no cpaBHeHMO ¢ 64% Y NaLUMeHToB ¢
WNT [40]. HanpoTtue, BO (PpaHLy3CKOM peructpe 3-NeTHss Bbl-
)KMB2EMOCTb MauueHToB ¢ nopToJIl 6bina HECKONBKO NyYlle, Yem
npu UNT (68%) [39]. Pasnu4yns moryt ObiTb CBA3AHLI C 0CO6EH-
HocTAIMM natonorim nedequn. Ecnn B pernctpe CLUA 601bLWMHCTBO
60nbHbIX ¢ NOPTOJII HanpaBnAAUCh B LEHTPbI TPAHCMAAHTALMK,
TO BO (hpaHLy3CKOM peructpe y 60NIbHbIX OTMeYancs uuppos
MeYyeHn nerkown creneHu. [1o nosBieHWs BbICOKOI(EKTUBHOIA
AHTUPETPOBMPYCHOI Tepanun n BHeapeHus JTAT-cneunuyeckux
npenapaToB rofu4yHas BbKMBaeMoCTb nauueHTos ¢ JIAI-BMY co-
cTasnsna okono 50%. Mo AaHHbIM OPaHLY3CKOro perucTpa, co-
BPEMEHHas Tepanus ynyywiuna 5-NeTHIoW BbDKNBAEMOCTb 60Mb-
HbiX 00 70%. Hopmanusaumus nokasaresieii reMOANHAMUKI NOCTe
HECKONbKNX NET Nie4eHns Habngaetca npumepHo B 20% crnyyaes
[5,39]. CmepTHOCTb 60nbHbIX C JIAT Ha (pOHE WMCTOCOMO3a CO-
cTaBnseT 0kono 15% B Te4eHne Tpex eT. HeKOHTponupyemble uc-
crnefioBaHusa nokasanu, 4to JIAI-cneunduyeckas Tepanus MOXeT
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YNyHLWKUTb KNuHnYeckne ncxofdbl [10]. MporHos 60nbHbIx ¢ JIBOB v
JIKTA cyulectBeHHO Xyxe no cpasHeHuto ¢ U [16].

I'pynna Il. Mo anuaeMnonornyeckum AaHHbIM, y 75-80% 60SbHbIX
JII 06ycroBrieHa natonoryei nesbix 0TAEN0B cepaua [5,22]. J1I Bbl-
aBnsetcs y 60% 6onbHbIX ¢ CH ¢ HM3KOM dhpakumeii Bbibpoca JIXK
(CHH®B) n po 70% naumeHTos, umetowmx CHc®B [18]. Pacnpo-
cTpaHeHHoCTb JIT npy Hanv4un KnanaHHbIX NOPOKOB J1EBbIX OTLENOB
cepaua 3aBWUCUT OT TSHXKECTU reMOAMHAMWUYECKUX HapylueHwid. JT
Pa3BMBAETCA MPAKTUYECKM BO BCEX CIy4asX MOPaKEHNA MUTPANIbHO-
ro KnarnaHa u o 65% crny4aes npu CTeHO3e YCTbs aopThl [5].

Mpynna lll. JTT BbISBASETCS NPW TAXKEMNbIX 0OCTPYKTUBHbIX U UHTEP-
CTULMANBHBIX MOPaXKeHMsX NErkux: nosbiwenune cps1A go 35-40 mm
pT. CT. UmeeTcs y 1-5% nauneHToB ¢ NPOrpeccupytoLLen XpoHuye-
CKOI1 06CTPYKTUBHOI 6051e3HbI0 NErKIUX (XOBJT), XpOHUYECKON Ablxa-
TeNbHOI HEJ0CTATOMHOCTLIO, @ TAKXE Y NALMEHTOB, HAXOAUBLUNXCS
B JIMCTE 0XMAaHWA TpaHcnnaHtauum nérkux [31,32]. B passepHyToi
ctagum XOBJT yactota JII Bospactaet (>50%), npu MHTEpCTULMANb-
HbIX 3200/1eBaHMsAX NErkNX pacnpocTpaHeHHocTs ST gocturaer 32-
39%. Mpwn namonatnyeckom neroqHom conbpose (M1D) cpJ1A >25
MM PT. CT. 6bI/10 3aperncTpupoBaHo y 8-15% naumeHTOB B paHHeN
craguu 3abonesaHus, y 30-50% —npu ero nporpeccupoBaHnu 1
60% — B TepMuHabHOR ctaguu [32]. V3ydenuto BJIT gomkHbl cro-
c06CTBOBATb KPyrNHOMACLITa6HbIE NONYNALMOHHbIE UCCNEA0BAHUAX
C MOMOLLbI0 06HOBNEHHOW MeTogonoruy [43].

lpynna IV. XTAJT fBNAeTCA OTAANEHHBIM OCNIOXHEHWEM OCTPOIA
TANA ¢ yactoton 0,1-9,1% B Te4eHMe NepBbIX ABYX JIET NOCNE Nepe-
HeCeHHoro anusofa [5,6,44]. Mo faHHbIM PerncTpoBs, 3abonesae-
MOCTb 1 pacnpocTpaHeHHocTb XTI cocTaBnset 2-6 n 26-38 cny-
4aeB Ha MUJIIOH B3POCIIOr0 HACeSeHNs COOTBETCTBEHHO [2,45,46].
Mo AaHHbIM MeXAYHapOAHOro pernctpa, y 50-75% 60nbHbIx XTI
B aHamHe3e oTMevanacb nepeHeceHHas TAJ1A unu Tpom603 rny6o-
KUX BEH HUKHUX KOHEeYHOCTei [45]. o faHHbIM POCCUACKOro peru-
cTpa, y 205 60MbHbIX C BrepBble BbiABNEHHOA XTI yKasaHns Ha
TPOMOO03bI BEH HIDKHUX KOHEYHOCTEN B aHamMHe3e umenuch y 38%,
HaCneACTBEHHbIe TpOMOOUIun —y 25% [47].

[MauneHTbl ¢ XPOHWUYECKOM TPOMOOIMOONNYECKON 60NE3HbH
nérkux (XT3bJ1) npu oTcyTcTBUM JII COCTABAAOT NULLL HEGOMb-
LYK JOMH0 cpean 60NbHbIX, HanpaBnsemblx B LeHTpbl XTI [2].
06CTpyKLMA NEFOYHBIX COCYL0B MOXET 6bITb BbI3BAHA OMYX0ONIAMMU,
NHOpOLHbIMU Tenamu u ap. [10].

Ipynna V. 3nuaemuonoruyeckne aaHHble no JII npu remartono-
TUYECKNX, METABONNYECKMX W AP. HAPYLIEHNAX OTCYTCTBYIOT, YTO
CBA32HO C reTeporeHHOCTbI0 NaTonoruu, MHOrohakTopHbIM NaTo-
reHesom, passutuem JII Kak npekanuinapHoro, Tak 1 NoCTKanum-
napHoro Tuna [36]. JII Bbissnsetcs y 6,2-10% naumeHToB C cep-
noBUAHO-KNeTo4Hoi aHemuen [10]. [aHHble pernctpa B3pOCHbIX
NaLWeHToB C CapKoML030M NokKasanu, 4To Hanu4ue J1I yacTo acco-
LMIPYETCA C MOBbILIEHHON 3200518BaeMOCTbH 1 CMEPTHOCTbIO [48]

6. ANATHOCTUKA

CTpaTerns AMArHOCTUKK BKIOYAeT NPOBeJEHNE KOMMIEKCHOr0
06cnefoBaHNA NALMEHTOB A1 YCTAHOBNEHWUS AUArHOCTNYECKNX
KpuUTepmeB 1 KnuHuyeckoii rpynnbl JII, OyHKUMOHANBLHOIO 1 re-
MOAWHaMUYecKoro craryca [4,5].

JTanbl guarHocTukn I BKAKOYaoT:

« CKPUHWHT, BKMOYatOLLWIA cH0P Xanob, OLeHKY (hakTopoB pu-
cka passutusa JIAl, onpegesneHne BeposaTtHocTn JIT npu nomowyu
TpaHcTopakanbHoi 3xoKr.

« lcknoyeHne Hanbonee YyacTtbix npuduH J1I — 3a6onesaHuii ne-
BbIX 0TAeN0B cepaua (rpynna Il), natonorum nérkux (rpynna lil) n
XTI (rpynna IV).

« Bepuchukaums guarnosa JIAT, XTONT, tsxxenon JII npm KOG,
onpezenexne Hosonoruyeckon gpopmol J1I.
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« OueHka (hyHkumoHansHoro knacca (PK) (B0O3).

 OueHKa pucka cmepTHOCTW y Becex nauueHtos JIAT [5,9,22]
(pmc. 1, pasgen 6.5.).

Mo [aHHbIM POCCUIACKOro perucTpa, MeamaHa BpeMeHn OT fe-
610Ta CUMNTOMOB A0 noaTBepXaeHus amarHosa JIAT npu KIMOGC
y nauuentoB JIAl cocTasnser 52,8 mecqaua [13], y nauueHToB
XTANr - 14 mecaues [49].

6.1. Knunnyeckme Nnpu3Hakm 1 CUMNTOMbI

KnuHuyeckue CUMNTOMbI, BbISIBIIEMbIE MPU OMPOCE W OCMOTPe
60nbHbIX ¢ JII, He ABNAKOTCA NAaTOrHOMOHWUYHBLIMKM, YTO 3aTPyAHAET
PaHHIOK AWArHOCTUKY. Ha HayanbHOM 3Tane 3abofieBaHuUe MOXET
npoTekatb 6eccUMNTOMHO. [1epBble XXanobbl BO3HNKAOT Y NALMEHTOB
NPy BbINOMHEHUN (DU3NHECKUX HArPy30K — OfbILLIKA; MOBbILLIEHHAS
YTOM/ISIEMOCTb, CN1Aa60CTb, FOJI0BOKPYXXEHWE NPOrPECcCUPYIOT N0 Mepe
TeyeHns 3a60/1eBaHNS.

Ha no3gHux cTagusax nosBASTCA CUHKOMNe, 60NIM B Fpyan n/unm
CUMNTOMbI MPABOXeNyA04K0oBOi CH: 0TeKU HOT, TAXKECTb B NPABOM
noapebepbe, yBennyeHne B 06bEME XNBOTA, NyNbCaALNS LIEAHbIX
BeH [9,14,22,35,245]. Cumntomatuka JII 3Ha4MTeNbHO BapbuUpyeT
B 3aBUCUMOCTU OT NpuynHbl JIT, acCoLUMPOBAHHOIO COCTOSHUA,
COMyTCTBYtOLLE natonoruu [2,4,5]. CnekTp KNUMHUYECKMX CUMNTO-
MOB (0fibllLKa, MOBbILIEHHAAA YTOMASAEMOCTb M CabocTb, 60K B
061acTi cepaua, ronoBOKPYXXEHUS W CUHKOMAmbHbIE COCTOAHUS)
06ycnoBneH ABYMS OCHOBHbIMW NPWUYUHAMU — CHUXKEHWEM CB u
HapyLeHnem TpaHcnopta kucnopoga [3,10]. XapaktepHbiMu cum-
nTomamu JII ABASKOTCA Kallenb U KPOBOXapKaHbe.

OnbILLIKa WHCMIMPATOPHOr0 XapakTepa npu m3n4eckux Harpyskax
06bI4HO ABMAETCA NEPBbIM CUMMTOMOM 3a60MeBaHUS U, KaK NpaBu-
10, NPOrPECCUBHO HapacTaeT No Mepe Te4eHus 3abonesanns [3,4].

bonn B rpyam y naumeHTos ¢ JII 06bI4HO MMEKOT Pa3HO0BPa3HbII
XapakTep — AaBsLune, HOLLKE, KOMIOLLME, CXMMALOLLINE; 683 HETKO-
ro Ha4ana, NPoLOMKUTENbHOCTbIO OT HECKONbKUX MUHYT [0 CYTOK,
YCUIMBAKOTCA NPU (PU3NYECKUX HArpy3Kax, 00bI4HO HE KynupytoTcsa
NPUeMOM HUTPOrNULEPMHA. Y paga nauneHToB 0TMEHaoTCA TUMKUY-
Hble AHrMHO3HbIE MPUCTYMbI — UHTEHCUBHbIE CXXMMAOLLMe 605K 3a
TPYOVHON C uppaguauuen B nesyto nonatky u pyky [3,4,6,14,49].
[MpuynHamm nwemmn Mmnokapaa MoryT 6biTb OTHOCUTESNIbHAA KOPO-
HapHas He[0CTaTO4HOCTb BCNEACTBME HU3KOrO CB 1 NOBbILIEHHOr0
HanpsXKeHns cTeHkU MK; runokcemus; KOMNpeccus CTBONA N1EBOI
KOPOHAPHOW apTepui aHeBPU3MATUYECKI pacLumpeHHon J1A.

bonee 4em y nonoBMHbLI 60MbHLIX ¢ JII 0TMEYAKTCA ro/10B0-
KpYXeHUsi u 00MOPOKM, NPOBOLMPYEMbIE (OU3UYECKON Harpys-
Koil. O6bl4HAsA NMPOJOSIKUTENIbLHOCT 06MOPOKOB COCTaBNseT 2-5
MUHYT, nHoraa fo 20-25 muHyT [4,10]. BonbWMHCTBO NaLMEHTOB
UCMbITbIBAIOT cepALebnenns n nepebou B pabore cepaya. Ha K
3N0Ka4eCTBEHHbIE HApYLLIeHUs pUTMa, KaK NpaBuio, He perncTpu-
PYHOTCS, Yallle UMeeTCs CMHYCOBas TaxMKapaus.

Kawenp 0TMevaeTcs y Tpetu 60nbHbIX ¢ JII, cBA3aH, mno-
BUAMMOMY, C 3aCTOMHbIMU SBIEHUAMW U NPUCOEANHEHNEM BOC-
NaIMTENbHbIX M3MEHEHWIA B NErkux 1 6poxxax [10].

KpoBoxapkaHbe 06bI4HO BOSHUKAET OAHOKPATHO, HO MOXET Mpo-
J0J1KaTbCA HECKOJIbKO [Heil, CBA3aHO ¢ TPOM603aMbonnein B Mes-
Kue BETBW NEFOYHON apTepun UK Pa3pbiBOM MeNKUX 6pOHXMasb-
HbIX apTepuil 6poHxoB [3,4,9,14,49]. Mpu cuHgpome i3eHMeHrepa
NIeroYHbIe KPOBOTEYEHUS perncTpupyrotcs B 43% cryyaes 1 aBns-
t0TCS NPUYMHONA CMEPTHOCTM Y 8% naumeHToB [14,35]. icTo4HMKOM
KpoBoTeyeHus B 90% cny4aes cnyxar U3MeHeHHble 6POHXMANTbHbIE
apTepun, KOTopble Hanbomnee 4acTo BbIABMAKTCA Y NALUWEHTOB C
NAT-BIC. Y naumeHToB 6e3 BINC KpoBOXapkaHbe BCTPEYAETCS B
1,5-6% cnyyaes [2,5,22,35,245]. 3Ha4utenbHoe paciuiupenue J1A
MOXET ObITb MPUYUHON OUCCEKLMN UK PA3PbIBA, YTO KITUHUYECKU
CONPOBOX/AETCA TaMMNOHAL0 CepALa.
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CUMNTOMbI, CBA3aHHbIE C COMYTCTBYIOLUMH 3a601€BaHNAMY,
MOTYT YKa3blBaTb Ha KnuHu4eckyto rpynny JII. OpTonHo3 u na-
POKCM3MaIIbHOE HapacTaHWe OfbILLIKM B HOYHbIE Yacbl CBSA3aHbI
C 3aCTOVHbLIMY ABIEHUSAMI B MANOM Kpyre KpoBOOGpaLLeHNs npu
naTosnorun nesbIx OTAEN0B cepfua [9,22]. ApTpanrum; KoXHble,
MbILLUEYHbIE NPOSABIIEHUS; NUXOPALKA YKA3bIBAOT HA CBA3b OfbIL-
ku ¢ G3CT. Xpan 1 HOYHOE anHo3, CBA3b OALILIKN C HAPYLLEHUAMN
[IbIXaHN: BO BPEMS CHa TpebyeT NpoBeeHNs NoANCcoMHorpaduye-
CKOr0 MCCNeAoBaHuS.

Cumntombl nporpeccupoBanns 3abonesanns. OTEKN HUDKHUX
KOHEYHOCTeN, TKECTb B N0Ape6epbe, aCLUT, CHUDKEHIE anneTnTa,
BbIpaXEHHas CnabocTb CBUAETENbCTBYIOT 0 AMCKYHKLNN NPABOro
xenynodka (MXX), BbipaXeHHON TPMKYCNULANbHOM HEA0CTaTOYHO-
ctu [10].

AHamHecTnyeckne cBefeHns. Y4nTbiBas reHeTUYecKUi acnekT
JIAT, HE0OXOANMMO TLLATENBLHO U3Y4aTb CEMelHbIN aHamHe3. Cre-
[YeT y4nUTbIBaTb NOTEHLMaNbHbIA puck passutus JIAI npu npumve-
HEHWUU psfa NeKapcTBEHHbIX NpenapatoB WM TOKCMHOB (Tabn. 3.2.
n 6.1.) [9,22]. Quarnos JTAT BbICOKOBEPOSATEH Y 60MbHbIX C yCTa-
HoBneHHbIM G3CT, nopTanbHOW runepTeHauein, BUY-undekuue,
BIC, BeHO3HbIMYU TpOMOO3AMN.

Y MHOrux 60mbHbIX ¢ XTAJTT NpOCnexmBaeTcs CeMeliHblil aHam-
He3 BHE3anHoi CMepTu, Cepae4HO-COCYAMCTON NaTonorum u no-
BbILUEHHOW HAaKNOHHOCTU K TPOMO006pasoBaHuio [2-4,6,49]. OP
XTAJII 4BNAIOTCA nepeHeceHHast CMNeHIKTOMUS, BEHTPUKYNO-
BEHO3HblE LUYHTHI 4015 NleYeHns ruapouedanum, ycTaHoBKa LieH-
TPIbHbIX BHYTPUBEHHbIX KaTETEPOB WU 3NEKTPOLOB 3NEKTPO-
KapLuoCTUMYNATOPOB, 3aMeCTUTeNlbHas Tepanus ropMOHamu
LLIMTOBUHOM XeJe3bl, OHKONOTMYECKIE 1 XPOHUYECKIEe BOCNANN-
TenbHble 3a6onesanus [3,6,49].

6.2. ®n3nKanbHbIA 0CMOTP

Mpu n3nKanbHOM OCMOTPE NaLUEHTOB MOXXHO BbIABUTL BO3-
MOXHY0 npuyuHy JIT, npu ayckynbTauuu — natonoru NErkux u
cepgua (taén. 6.1.) [9,10]. MNMpu BbIfABNEHNN U3MEHEHWIA hanaHr
nanbLes no TUny «6apabdaHHbIX Nano4Yek» U HOITen B BUAE «4aco-
BbIX CTEKON» (CUMNTOM «6apabaHHbIX nano4ek»/ «4acoBsblX CTe-
KOM») MOXHO npegnonoxuts BMC ¢ unaHo3om, MHTepCTULManb-
Hoe 3a6onesaHue nérkux (M371) unw natonoruio neyenn [2,22,47].
Mpu CCL BbIABNSAIOTCA TENEAHTNOIKTA3UMU, S3BEHHOE NOPaXeHue
KOHYMKOB MasnbLes, CKIEpOLaKTUINSA, «KUCETHbIA poT». Cocynu-
CTble 3BE3[04KN, TECTUKYNAPHAs aTpodous U nansMapHas aputema
YKa3bIBalOT Ha 3a60neBaHue neveHn. Y naumeHToB ¢ amgmaemon
NErkux UMeeTcs U3MeHeHue POpPMbl rPYLHON KIeTKN («604K00-
6pasHas» rpyaHas knetka), npu N3J1 BbicnyLlwinBaeTcs Kpenurawums
Ha Bpoxe [3-5,9]. Mpu ayckynbTauuu NErKMX y NauneHToB C Bbl-
PAXEHHON OAbILWKOA Npu nocTKanunnspHon J1I BbICAYLLIMBAKOTCS
MENKOMy3blpyaTble XpUMbl B HUXKHUX OTAENaX B COYETaHWN ¢ No-

NOXEHMEM 0pTONHO3. Y naumeHToB ¢ 60nblunm gedpektom AMIM
unn OMOKIT wym WyHTa MOXET He BbIC/YLUNBATLCA B CBA3M C OT-
CYTCTBMEM WS MUHUMASIbHBIM FPAAMEHTOM JaBfieHUst B 06/1aCTy
nedoekra [14,22,35]. AyckynbTaTUBHas KapTUHA B NErkUX MOXeT
6bITb He n3MeHeHa y nauuneHTos ¢ JIAT [3,4].

Mpu oCcMOTpe NauMeHTOB AO/HKHA B 0653aTeNbHOM nopsake
NPOBOAMTCS NYNbCOKCUMETPUA: NPU Jecatypalun B NMOKOE U npu
(hm3nYecKol Harpyske crefyer 3anofo3puTb NaTonoru NéErkmx
nnu BINC ¢ BeHoapTepuanbHbIM WyHTOM. Y naunenTos ¢ W SpO,
Haxo4uTCs B Npefesnax HopMbl NPU OTCYTCTBUN OTKPbLITOrO OBaslb-
HOro OKHa. Hanuyue andepeHUMpPoBaHHOr0 LiMaHo3a B coYeTa-
HUM C CUMNTOMOM «6apabaHHbIX Nanoyek»/ «4acoBblX CTEKON»
YKa3blBaeT Ha Hanuyue CUHLPOMA Ji3eHMeHrepa npy OTKPbITOM
apTepuanbHOM npoToke [5,22,35,245]. Mpu passuTum NpaBoXxeny-
J04koBoii CH oTmevatoTcs HabyxLiune LueiiHbIe BEHbI, renatomera-
nus, nepucepuyeckne 0TeKn, acLuT.

XapakTepHbIMU ayCKynbTaTUBHbIMK Npu3Hakamu JII aenqioTcs
akueHT Il ToHa Hag J1A, naHCMCTONMUYECKNA LYM TPUKYCNUAASb-
HOW HeJOoCTaTo4HOCTK, Npu Aunatauuu JIA ¢ pasBuTUEM OTHOCK-
TeNbHON HeJOCTaTOYHOCTY NErOYHOr0 KnanaHa — AMacToNnNYecKuii
wym 'paxema Ctunna [3,4].

6.3. NHcTpymeHTanbHble MeTOfbI 06¢cNei0BaHNA

6.3.1. InexTpokapanorpaghna

Ha anektpokapanorpamme (3KI) y 60nbHbIX ¢ JIT BbIABAAOTCSA
npusHaku runeptpodoun u neperpysku MK, gunarauum u runep-
Tpochum npasoro npeacepaus (MM) (p-pulmonale), 0TKNOHeHMe
3N1eKTPUYECKOA ocu cepaua Bnpaso (taén. 6.2.) [2,3,50]. Mpu-
3Haku runeptpodpun MXK BbIABAATCA Y 87% 60MbHbIX, OTKIOHE-
HWe 3NeKTPUYECKOo ocu cepua Bnpaso —Yy 79% 6onbHbIX ¢ UIT
[4,10].

YyuTbiBas, 4T0 4yBCTBUTENbHOCTL JKI Yy naumeHTos ¢ JIAT co-
cTasnset 55%, a cneunuyHoctb — 70%, METOA He MOXET Nnpu-
MEHATLCA C LENbi CKPUHWHTA. [1pu COYETaHUU HEU3MEHEHHO
KT ¢ HopmanbHbIMU ypoBHAMK 6uomapkepos (BNP/NT-proBNP)
y NauneHToB ¢ nogo3peHnem Ha JIT unu Hanu4nem ®OP (Hanpumep,
nocne octpoit TAJTA) nmeeTcs HU3Kas BEPOATHOCTb 3a60/1eBaHMUSA
[2,51].

Y nauuentos ¢ JII MOryT pa3smBatbCs HafXenya04KoBble Ha-
PyLIEHNA pUTMa, Yalle mbpunnauma npeacepanii. Hacrora pas-
BUTMA (OMOPUNNALMI NPeACepAniA B TeYeHMe 5 NIeT HabNaeHNs
pocturaet 25% [5,52]. AputmMus npuBOAUT K CHKeHno GB, ycy-
ry6nss reMoguHaM14eCKIne HapyLueHus. Y naumneHToB ¢ xanobamu
Ha cepauebueHns, nepebon B paboTe cepaua Heo6XoaUmMo npo-
BeJeHue cyTo4Horo IKM-moHUTOPUPOBAHNA.

CuHTe3npoBaHHas BEKTOpKapAWorpaus BbIABASET NPUSHAKN
runepTpocpuu u neperpyskun MK Ha 6onee paHHux ctaguax 1l n ¢
6onbLueit, B cpaBHeHun ¢ IKI, 4UarHOCTUYECKON TOYHOCTBIO (HyB-

Tabnuua 6.1. PekomeHaauu1 no NepBUYHON AUarHocTHKe y 6onbHbix ¢ JII [9]*

Table 6.1. Recommendations for Primary Diagnosis in Patients with PH [9]*

PekomeHpaumm

PekomeHayeTcs NpOBOAUTL COOP XKano6 W NOSHbIX CBEAEHWA MEAULMHCKOrO N CEMENHOro aHaMHesa
Yy BCeX NauWeHTOB ¢ nogo3peHnem Ha I ang yTo4HeHus ee redesa [2,5,9,14,22,49].

PekomeHyeTcst y4uTbIBaTh NOTEHLMANbHbIA PUCK pa3BuTus JTAT npu NpuMeHeHUI NIeKapCTBEHHBIX Npena-
paroB, TOKCUHOB (AHOPEKTMKW, PancoBOe Macno), XumuoTepanun (Luknodocda, 6;1eoMuumnH 1 ap.) [2,9].

PekomeHayeTcs NpoBOAUTL (DU3MKATTbHBIA OCMOTP (HAPYXXHbIil 0CMOTP, OLIEHKA POCTa 1 MACChbl TENa,
YPOBHS (hM3NHECKOr0 Pa3BMTMSA) y BCEX MALMEHTOB C NoL03peHuem Ha Hanuuue JTT [2,5,9,14,22].

Knacc YpoBeHb
pexomMeHpauun | A0Ka3aTenbHOCTH
c
c
c

lMpumeyanune: * agantuposaxo. Note: *adapted
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CTBUTENBHOCTL 70%, creunduyHocTb 83%) N03BONSET OLEHNBATH
TSXKECTb Nneperpyskn MK n MOXEeT 1MCnonbL3oBaTbCs B KavecTse
[ONOJTHUTENBHOMO NPeAMKTOpa NporHosa (taén. 6.2.) [53,54].

6.3.2. PeHtreHorpadghms opraHoB rpyLHOA KNeTkn

PeHTreHorpadoms opraHoB rpyaHoii Knetku SBnseTcs 6a3oBbIM
NCCrefoBaHnem y 60MbHbIX, NPOX0OAALLMX 06CNe0BaHMe MO Mo-
Body JII, M LOMKHA BbINOHATLCA BCEM NALMEHTaM Ha Ha4yanbHOM
aTane 06CnefoBaHNA U B NPOLECCE AMHAMUYECKOr0 HAbM0AeHUS
(tabn. 6.2.) [2,3,5,9,14,49]. OCHOBHbIMW PEHTFEHOIOrMYECKUMU
npusHakamu J1I sBseTcs paclumMpenne LeHTpanbHblX BeTBen J1A
(néroyHoro ctBona, npason u nesoi J1A, JTA B NpuKOpHEBbIX 30-
Hax), o6efiHeHne nepudepruyeckoro COCyLMCToro pUCyHKa u yBe-
nunyenne npasblx 0taenos cepaua (MXK v MM). N3meHeHns BbisB-
NA0TCA, KaK Npasuno, y NauueHToB C BbIPAKEHHON U SAUTENbHO
cywectsytowlein JIM [55]. Ha 6onee no3aHei ctaguu 3abonesaHns,
npu NPUCOEANHEHN NPaBOXenyno4koson CH, y 60nbHbIX ¢ JIT
BbIIBNAETCA MyIeBPanbHbIN/ NepukapananbHbli BbINOT, YBEUYU-
BAKOTCA NMONEPEYHUKN BEPXHEN Monoi 1 HenapHoi BeH [56]. Ta-
XecTb JII He BCerfa Koppenupyet C BbIPAXXEHHOCTBIO PEHTIEHO-
NOrMYecknx 13MeHeHuin [57]. HopmanbHas peHTreHorpamma He
ncknoyaet Hanuyus JT [5].

PeHTreHonornyecknii MeTo4 no3BonsfeT AuddepeHunpoBarb
noctkanunnapHyo JII (rpynna [l) oT npekanunnsapHoi, a Takxe
BbISABNIATb 32601€BaHNS NIETKNX, ABNAOLLNECH NMPUYNHOA Pa3BUTIS
JII (rpynna Il) [5]. Mpwn noctkanunnapHon J1I, 06ycrioBneHHoI 3a-
60N1eBaHNEM NIEBLIX OTAEN0B CEPALa, Ha PEHTreHOrpaMme CoCyLLe-

CTBYIOT NPKU3HAKN BEHO3HOI0 3aCTOs, 0TeKa nérkux u J1Al, Habnto-
naetcs ysenuuerne JIM/TTK, a Takxe npasbix 0TAeN0B cepaua [10].

Y 60nbHbIx ¢ XTI (rpynna V) MOXHO BbIABUTb NMPU3HAKM, YKa-
3bIBAIOLLME HA HANMY1E TPOMOOB B KPYNHbIX BETBAX JIA: Hapsgdy ¢
paclmpenuem cteona JIA u ero rnasHbIX BETBEH, HabMofaTca
Jedopmauns KOPHA NErkoro, y4acTku N0KanbHOW ofnvMremun B
6acceiiHe KPOBOCHAGXEHUS OKKNIO3UPOBAHHbIX JIA 1 30HbI MHEB-
MOnieBpodnop0o3a, ABNAILWMECH CNeLCTBUEM NPELLLECTBYHOLLMX
MHapkToB nérkux [9,10,57]. Ona 6onbHbix ¢ WIT xapaktepHo
3Ha4NTeNbHOE paclunpenmne cTeona JTA 1 BblpaXeHHOe 06eJHeHne
COCYAMCTOro pucyHka [5,10,55,56].

6.3.3. Uccnepnosanmne QhyHKYMH BHELUHErO AbIXaHNs/

aHann3 ra3oBoro cocTaBa apTepuanbHoi Kposu

OueHKa (hyHKUMK BHewHero ApixaHus (PB[) Heobxoauma ans
BbIIBNEHUS OOCTPYKTWUBHBLIX WAN PECTPUKTUBHBLIX W3MEHEHNIA
(rpynna lll) ¢ uenbto audbepeHLmanbHom guarHoctuku J1 u ytoy-
HEHWNA TAXKECTM NEroYHoN natonorum (taén. 6.2.) [2,3]. AHanus ra-
30BOr0 COCTaBa apTepuanbHOl KPoBW ABNSETCA 0643aTeNbHbIM: Y
naumeHToB ¢ JIT 06bIYHO OTMEYAETCSA YMEPEHHAs rMNoKcemMus no
NPUYNHE BEHTUNALMOHHO-NEPY3NOHHOrO fucbanadca. Briasne-
HUe rMnoKcemMmn ykasbiaeT Ha Hanuyme JIT rpynnbi 11

BbifBneHne HeobpaTuMoii OOCTPYKLMW AblXaTesbHbIX NyTei B
COYeTaHUN C YBENIMYEHNEeM OCTaTOYHOr0 06bEMA M CHUDKEHUEM
DLCO ykasbiBaet Ha XOBJ1 kak npuynHbl runokcuyeckoid ST [58].
Ans naumexToB ¢ XOBJT xapakTepHo cHikeHne PaO, npu Hop-
MaJIbHOM W MOBbILLIEHHOM NapLnanbHOM AaBNeHUM YTNEeKUCnoro

Tabnuua 6.2. PekomeHAaLuK N0 MHCTPYMEHTaNbHOI AnarHocTuke y 6onbHbIx ¢ JII [9]*
Table 6.2. Recommendations for instrumental diagnostics in patients with PH [9]*

PekomeHpaummn

Knacc
pekoMeHaaLun

YpoBeHb
[0Ka3aTenbHOCTH

PeKoMeHyeTcs pericTpaLms aNeKTpoKapanorpaMmbl y nauueHTos ¢ ST npu

nepBn4HOM 06Cel0BaHNN 1 B XOfe AMHAMWUYecKoro HabntogeHns [2,9,14,22,49]. C

PekomeHayeTcs NpoBeeHNe CUHTE3UPOBAHHON BEKTOPKapAnorpadoun y 60MbHbIX C
nozfo3pexnem Ha J1 1 npu guHaMn4eckom HabnioAeHnn 3a nauueHtamu [3,9,54].

PekomeHayeTcs NpoBefeHne PEHTreHorpachum OpraHoB rpyaHoM KeTkn y 60mbHbIX ¢ JIT
npu NepBUYHOM 00CIeJ0BaHM 1 B XOe ANHAMUYECKOro HabnoaeHns [2,3,4,7,22].

PekomeHayeTcs NpoBeeHne TpaHCTOpaKanbHOii aXoKapanorpachumn y 60MbHbIX C
nofo3peHnem Ha J1 1 npu guHaMn4eckom HabiofeHUn 3a nauyneHTamu [2,3,4,7,22].

PekomeHayeTcs npoBefeHne NEroYHbIX PYHKUMOHANIbHBIX TECTOB U OLEHKA AMddY3NOHHOI
CMNOCO6HOCTM NErkux y nauuenTos ¢ J1I npu nepsu4HOM 00CNEA0BAHNUN 1 YXYALLEHNN
Te4yeHUs 3a6051eBaHNs ANS UCKNOYeHUs natonorum nérkux [5,12,15,38,45].

PekomeHayeTCcs NpOBOAMTL aHANI3 ra30BOr0 COCTaBa apTepuasibHO KpoBK
y BCeX naumneHToB JII ¢ AbIxaTenbHbIMIU HAPYLLEHUSMU NPU NEPBUYHOM
06CNesoBaHnmn 1 yXyALLEeHWN Te4eHns 3abonesannsd [2,3,9,22].

PekomeHzyeTcs npoBefeHne CLUMHTUrpacum nérkux nepdy3noHHONM B COHETAHUM CO CLUMHTUTPACUEN
NErKNX BEHTUNALNOHHOI Y 60IbHbIX C N0J03PpeHneM Ha Hanuyue XTIJT [2,3,5,6,8,22,49].

[py HEBO3MOXXHOCTI NPOBELEHUS BEHTUALIMOHHO-NEPNY3NOHHON CLMHTUpadum
PEKOMEHJYETCA CO4ETaHHOE UCCNEe0BaHNE NePY3NOHHON cuMHTMrpacum u KT lla C

NErknx Ans NCKI0YEHNS KNUHUYECKN 3HAYMMOi natosorum nérkux [3,5-8,49].
- c
- c

PekomeHayetcs nposefeHue KT-aHrnonynsMoHorpadoumn y Bcex
60NbHbIX C N0go3peHnem Ha XTI [3,4,6,22,49].

PekomeHayeTcs NpoBefeHIne MarHuTHoO-Pe30HaHCHON ToMorpagui
y 6051bHbIX € J1T Ans OLIeHKN MOPONOrnyecKnX, (PYHKUNOHATTbHBIX,
TEMOAMHAMWYECKIX MapaMeTpoB CepALa v NEroYHbIX COcyaos [2,22].

PekomeHayeTcs npoBefeHne ynbTpasByKOBOro UCCNEA0BAHNA OPraHOB BPIOLLIHONA NONOCTH Y
nauueHTos ¢ J1I 19 UCKITHOYEHN NaTONOrMn NeYeHn U/unu nopTansHoM runepTeHsuu [2,3,9].

lpumedanne: * agantuposaro. Note: *adapted
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rasa B aprepuanbHoii kposu (PaCo,) [2,3,32]. CHuXeHHble neroy-
Hble 00bEMBI M ymeHbLeHne DLCO moryT ykasbiBatb Ha W31 [3].
Mpn coyeTaHus NEroyHoro onéposa v aMGM3emMbl 4acTo passBu-
Baetcs J1I, npu 3TOM CNMPOMETPUYECKME noKasaTenn MoryT 6biTb
B HOPMe WM HE3HAYMTENbHO U3MeHeHbl. [lceBfoHOpMann3aums
CBSI3aHA C BIUSAHMEM HaA NEroYHY PYHKLMIO NEroYHO ampuae-
Mbl B BEPXHUX IEFOYHbIX MOASAX U NHTEPCTULMANBHBIX NOPXEHWIA
B HVXKHWX NET0YHbIX NONAX. B TakMx cryyasx Bceraa 3HaunTeNlbHO
CHuXeHa BenimynHa DLCO, 4T0 yKa3blBaeT Ha He06X04UMMOCTb NPo-
BELleHNs KOMMbIOTEPHON TOMOrpadmmn nérkux [2,3].

Y nauuenToB ¢ JIA[ cnupomeTpuyeckue napameTpbl (opcu-
poBaHHas XU3HEHHasa eMKOCTb Nérkux (PXKEJT) n 06bém thopcu-
POBAHHOIO BblA0OXa 32 0AHY cekyHay (OPB1)) 4acTo HaxoasaTcs B
npefenax HopmanbHbIX 3Ha4eHni. [na 601bHbIX rpynnbl | Xapak-
TepHo cHxeHne DLCO (40-80% o1 Hopmbl) [22,51], HOpmanbHoe
Uni He3HaYUTenbHO CHKeHHOe Pa0, 1 00bIYHO CHIXKEHHOE N3-3a
anbseonspHoi runepeexTunauum PaCo,. Huskuit yposeHb DLCO,
0COOEHHO B COYETAHWUU CO CHIDKEHWEM [bIXaTenbHbIX 06bEMOB,
MOXET CBMAETENbCTBOBATL 06 accoumauuu JTAT ¢ CCL, a Takxe
TpebyeT anddepeHuymansHoro auardosa ¢ W31 (rpynna ) wn
JIBOb [9,22]. KpaiiHe Huzkuii yposeHs DLCO y nauuenTos ¢ JIAT,
onpeseneHHblin Kak 45% 0T JOMKHOro, acCoLUMpPyeTcs ¢ NNoXum
nporHosom [2].

Y naumeHtoB ¢ JIAT 4acTo BbISIBNAETCA HOYHAA TMNOKCEMMS W
LieHTpansHoe anHos (70-80%) [9,22]. MpoBefeHne HOYHON Mynb-
COKCUMETPUM W NONMCOMHOrpachmn no3BONAET WUCKIH4UTL 00-
CTPYKTWBHbIE HAPYLUEHUS BO BPEMS CHA U TMNOBEHTUASALMIO.

6.3.4. TpaHcTopakanbHas axokapanorpagpns

B HacTosLWee Bpems TpaHcTopakansHas IXoKI sBnfeTcs Hambo-
nee MHHOPMATUBHbIM HEMHBA3NBHbLIM ANArHOCTUYECKUM METOAOM
LNsi CKPUHMHIA 60bHbIX C Nofo3peHunem Ha J1IT, ans npoBejeHus
andepeHUmManbHOM ANarHoCTUKI (BbISBNIeHUs 3a60neBaHnii fne-
BbIX OTAEN0B cepaua, BI1C), a Takxe AN AMHaAMUYECKOro Habro-
[leH1s 32 naLueHTamMm ¢ paHee YCTAHOBJEHHbIM AnarHo3om J1I Ha
(boHe nposoaumoir Tepanuu [2,3,9,14,22,27,49]. [Ing Bepuduka-
uum guartosa JIr tpe6yetcs nposeaeHue KMOC.

C y4étom reteporenHoi npupoabl JII u oco6oii reometpum MK
He CYLLeCTBYeT efuHCTBeHHOro JxoKr-napamertpa, KOTOpPbIA Mor
Obl JOCTOBEPHO CBWAETENbCTBOBATL Kak 0 Hanuymu JII, TaKk n 06
aTuonorum 3abonesaHus. B ca3n ¢ aTum TpebyeTcs KOMNIEKCHOe
IxoKl-uccnefosanne, MeTOANYECKME aCMEKTbI NMPOBEAEHNS KOTO-

poro nofpo6HO M3N0XeHbI B COOTBETCTBYHOLLUX PEKOMEHAALNAX U
ny6nukaumusx [2,9,22,59,60]. HecmoTps Ha KPUTUKY B OTHOLLIEHWUU
TOYHOCTU HenHBa3nBHoOM oueHkn JJ1A ¢ nomolybto IxoKI [61-63],
pacyéTtHas BenuyuHa cuctonuyeckoro JJTA (pCLMA) Ha npoTsxe-
HUM [eCATUNETUIA 0CTaeTCA HEOTbeMIEMOM YaCTbi0 CTaHAAPTHOrO
9IxoKI" npotokona [59,64]. Pacyer GOJIA ¢ nomowibto IXOKI oc-
HOBAH Ha OMpefeneHnn NMKOBOA CKOPOCTU VTP MOTOKa TPUKycnu-
JanbHOM peryprutauum (TP) u ncnonb30BaHum yNpoLLeHHOro ypas-
HeHus bepHynnn B coueTaHun ¢ oueHko aasnenns B M (4MNM). Mo
YNPOLLEHHOMY YPaBHEHWIO BepHyNnau paccymTbIBAETCA CUCTONNYE-
CKWit rpagmeHT aasneHns mexay MX u MM: Nel Atk = 4xVTp% roe
[Tcl OTK — NUKOBbIA CUCTONMYECKNIA TPAANEHT [ABNIEHUS HA TPUKY-
cnugansHom knanae (TK) (= CMCTONUYECKMIA rpafueHT AaBrieHus
mexay MK u M. NN MoxeT 6bITb paccyuTaHo nyTem U3MepeHus
AnameTpa HuKHei nonoi Bexbl (HIB) 3 cybkocTanbHoro foctyna
11 OLIEHKM ee peakLum Ha rny6okuin Boox (taén. 6.3.).

Mpu 0TCYTCTBMM 0GCTPYKLUMM HA NyTAX 0TTOKA U3 MK (CyxeHus
BbIHOCALLEro Tpakta MK, néroyHoro CTeHo3a, B T.4. HaAKnanaH-
HOr0) CMCTONNYecKoe AasnieHue B MK CHUATAOT YCNIOBHO PaBHbIM
CL/TA. B atom cnyyae coopmyna ans pacyeta GIJTA cneaytouas:

pCONA = Mel Atk + ANMN.

BepxHsis rpanmua Hopmel pCOJIA HaxoauTes B AnanasoHe 35-40
MM PT. CT. [59], C Lenbio YHNUKALUN 3aKTHOHEHUI U NOBbLILIEHUS
YYBCTBUTENILHOCTW METOAA B OTHOLLUEHUM BbifBneHus J1 3a Bepx-
Huin npenen Hopmbl pCAJTA Lenecoobpa3HO NPUHATL BENUYMHY 35
MM pT. CT. [65, 368].

Mpu onpenenequn pCOSIA cneayet NOMHUTb, Kak O BOSMOXHOCTY
HEJO0OLeHKM (Marblil NU60 CNNULIKOM 60NbLL0I 06bEM TP, Hecosna-
JEHNe HanpaBneHns CKaHUPYoLero Y3-ny4a ¢ HanpasfieHuem no-
TOKa Peryprutauum n ap.), Tak u nepeoleHkn (HeBepHON METOANKE
onpezerieHns NMKoBOM CKOPOCTH MO CMeKTpy noToka TP, a Takxe npu
60onbLiom CB y naumeHToB ¢ 3a601eBaHUAMM NEYeHU UK NPy cepro-
BWUHOKIIETOYHOI aHemuu) [2,67]. HecMOTpS Ha JOBOJIbHO BbICOKYHO
TOYHOCTb HEeWUHBa3WBHOI oueHkM 1A ¢ nomouibio gonnnepdxoKr,
HEeJ0CTaTOYHas BOCMPOM3BOAMMOCTb M3MEPEHW A He NO3BONsET
nonaratbCs Ha 3T0T METOA Y NALUEHTOB NPU NPUHATAN UHANBUAOY-
anbHbIX pelleHun [69]. B cBeTe HOBbIX reMoLMHAMUYECKUX KpuTe-
pues JII (cp/1A >20 mm pT. cT. no faqHbiM KIMOCG) n umerowmxcs
B HacTofLLee Bpems faHHbIX [2, 369, 370], HET OCHOBAHMIA CHUXATb
MOpPOroBble BeNNYMHbI VTP 1 ee npon3BofHbIX (B T.4. pCAJTA). Mo-
ckonbKy 9xoKI He 06nafaeT AMArHOCTUHECKON TOYHOCTbIO CPaBHU-
Mol ¢ KIMOC, CHuXeHKe NoporoBbIX 3Ha4eHUn VTP 3a CHET He6ONb-

Tabnuua 6.3. OueHka gaBnenus B npasom npeacepauu (=LUBJ) no guametpy HIB u ee peakuuu Ha thasbl fbixaHus [59]
Table 6.3. Estimation of pressure in the right atrium (=CVP) based on the diameter of the IVC and its response to the respiratory phases [59]

Nvamertp HMNB, Mm

<21 >50
<21 <50
>21 >50
>21 <50

% cnapeHus Ha rny6okom Bpoxe

PacuyéTHoe pasnenue B [N, Mm pr. cT.
3 (0-5) — Hopma

8 (5-10)

8 (5-10)

15 (10-20)

lMpumeyarne: y monogeix atnetoB guametp HIIB B Hopme moxeT npesbiware 21 mm, kpome 10ro, HI1B paclumpsercs n MoXxer He
KO0J11a6MpOoBatk y nayneHToB Ha VIBJ1; B 3Tux cJiy4asx He ClegyeT Ucrosib30BaTh BbilleykasdaHHyw metoanky pacyera [l1l1. LleHTpansHoe
BeHo3Hoe gasnenve (UBL) (A1) y 6onbHbix ¢ JII nosbiwiaercs B ciyyae [K guceyHkumm n Ta)enon HegocTatodHoctv TK, npu atom
10BbILLIEHNE [AB/IEHUS B [PABbIX OTAENIAX CEPALA 3aTPYAHAET MPUTOK KDOBU K HUM M3 60JTbLLIOIO KPYra KpOBOOOPALLEHNS, YTO MPUBOANT

K paciumpennto HIB v 0rpannynBaeT ee cnageHne Ha BAoxe.

Note: In young athletes, the diameter of the IVC can normally exceed 21 mm, in addition, the IVC expands and may not collapse in patients
on mechanical ventilation, in these cases, the above methodology for calculating RAP should not be used. In patients with PH central ve-
nous pressure (CVP) increases in the case of RV dysfunction and severe tricuspid insufficiency, while increased pressure in the right heart
impedes the blood flow to them from the systemic circulation, which leads to expansion of the IVC and limits its collapse while inhaling.
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LLIOro NPUPOCTa YyBCTBUTENLHOCTM MOXET CYLLECTBEHHO CHU3UTb
cneunduyHoctb MeToga. G y4&ToM HEA0CTaTOMHON TOYHOCTM HEWH-
Ba3MBHOI oLeHKK [N ¢ nomoLwbto IXoKT [63] n yBennyeHus oLumo-
KN U3MEPEHNs MpU 1CMOb30BaHNN NMPOU3BOAHBIX NEPEMEHHbIX OT
ckopoctu TP [61,62] npn o6cnefoBaHnN NepBUYHBLIX BOSbHBIX (80
NOATBEPXAEHUS NarHo3a) B Ka4ecTBe KtO4YeBOro napamerpa ans
oueHkn AxoKr-seposaTtHoctu JT npeanaraetcs VTp, ecnu eé onpe-
[ieneHne BO3MOXHO. pu aToM VTp pekoMeHyeTcs pPerncTpupoBarb
noJ KOHTPONEM LIBETHOIO AOMMIepOBCKOro KapTUPOBaHUS U3 BCEX
BO3MOXHbIX [OCTYNOB (anUKabHOTO, BKIKOYAA MOAMPULMPOBAH-
Hble NPOEKLMK; NapacTepHanbHOro No KOPOTKON U JJIMHHOR (NPOeK-
ums nyten nputoka MXK) ocam; Cy6KoCTanbHOro) ¢ Lesbko JOCTUXE-
HWS MaKCUMaIbHOr0 COBNaJeHUs HanpassigHUs Nly4a CKaHMPOBaHMs
(NOCTOSHHO-BOSTHOBOW J0MNMNEP) U CTPYW NOTOKA TPUKYCNUAANBHOM
peryprutaumn (yron Mexay HUMW He LOMmKeH npesbiwatb 40 rpa-
nycos). [pu 3TOM B pacyéT NpUHUMAETCA Hamb0oMblUas CKOPOCTb
notoka TP, a MWK Ha CMeKTPe MOTOKA ONpeAenstoT no MOAAnbHOM
CKOPOCTM (MNIOTHOI YacTu cnekTpa) [67].

BeposATHOCTb Hann4na y naumeHTa JIT oLeHUBaeTCs Kak HIU3Kas,
CPESHAS UNK BbICOKAA B 3aBUCUMOCTM OT MUKOBOK CKOPOCTU NOTO-

ka TP 1 Hann4ns pononHuTesbHbIX IXOKI-Npu3Hakos €O CTOPOHbI
Xenyno4kos cepaua, JI1A, a takxe HIMB u 1M1 (ta6n. 6.4. 1 6.5.).

B cnyyae Hu3koi BepoATHOCTM JII peKOMEHYeTCs NOUCK Apyrux
NPUYUH, 0ObACHSIOLLIMX CUMNTOMATIKY (OfbILLKY) Y NauUueHTa; npu
cpefHeli — 06CNef0BaHNe MO MECTY XMTeNbCTBA (3kcnepTHas IXoKT,
KOHCY/bTaLMs Kapauosnora), a nNpy BbICOKOI — HanpaeseHne 60sb-
HOrO B 9KCMEPTHbIN LEHTP 15 fIeTabHOr0 06Ce0BaHNS, BKOYast
KMOC (3a nckmoyennem 60nbHbIx ¢ JTT rpynnsl Il — BCneacTame 3a-
601eBaHNil NeBbIX OTAENOB CepfLa — KOTOPbIM B 60MIbLIMHCTBE CAy-
4aeB HanpasneHune B akcnepTHbIn LeHTp JTT 1 KMOC He TpebytoTes).

MokasaTenn 4yBCTBUTENbHOCTM U CRELUEUYHOCTI BbILLIEYKa-
3aHHoro anroputma IxoKr-auartocTukm I coctaBnsioT, COOTBET-
CTBEHHO, 89% 1 62%; 0AHAKO B rpynmne HU3KOW BeposaTHoCTW J1I
6onee Yyem y 1/3 naumeHtoB no gaHHbIM KIMOG 6bina BbiseneHa JI
[68]. Takum 06pa3om, y nauueHTa ¢ HU3KON BEPOSTHOCTHIO HElb3s
NOSTHOCTBLIO MCKNKOYUTL Hanu4ne J1I, B CBA3M C 4eM (0COBEHHO npu
Hanuymn ®P passutus JIIN HE06X0AUM KOMMIEKCHbIA NoaxoA K
JQNArHOCTMKE 1 AMHAMUYECKOe HabMtoeHne 3a NaLneHToM.

BaxHO ouUeHMBaTh NONyYeHHbIe pe3ynbTaThl AX0KI B KNUHUYe-
CKOM KOHTekcTe. Momumo 3xoKl-napameTpoB, YpOBEHb BEPOAT-

Tabnuua 6.4. Onpefeneque BEPOATHOCTH NIErOYHOI r’MNEPTEH3NM HA OCHOBAHWM JaHHbIX 3XOKapauorpachum [21#
Table 6.4. Probability of PH according to transthoracic echocardiography [2]#

CkopocTb TPUKyCnMaanbHoM peryprutauuu, m/c Hanuume gononHutenbHbix IxoKr-npusHakos

BepostHocTb JII no ganHbiM IxoKI

<2,8 unu He n3mepsercs na*

cpenHas

2,9-3,4 HeT

cpeaHss

[Tpumeyanue.: * He0OX0ANMO HalNYne JOMOSTHUTENIbHBIX MPU3HAKOB Kak MUHUMYM U3 2 DA3HbIX KATErOPUII (CO CTOPOHbI XesyH04K0B/
néroyxou aprepuw/ HI1B v [111)
# € JOMOJTHEHNAMM

Note: * additional signs from at least 2 different categories are required (ventricular/pulmonary artery/IVC and RA)

# with additions

Tabnuua 6.5. [lononHuTenbHbIe 3X0Kapavorpacuyeckue NPU3HaKK, NOBbILLIALLWE YPOBEHb BEPOATHOCTH NErOYHOI rMNEPTEH3NN B LONONHEHUE K

W3MEPEHNIO CKOPOCTH TPUKYCIMAANbHON peryprutauum [21#

Table 6.5. Additional echocardiographic signs of pulmonary hypertension that increase the probability of pulmonary hypertension in addition to

tricuspid regurgitation velocity measurement [2] #
Xenynouku Jléroynas aptepus

CoOTHOLLEHNE AnamMeTpoB NpaBoro/
J1eBOro XXenyao4koB Ha ypoBHe

6a3anbHbIX cermeHToB >1,0 Winu

YnnotlieHne Mexkenya04KkoBoii
neperoposkn (MHAEKC 3KCLIEHTPUYHOCTM
neBoro xenynoyka >1,1 B cucrony

UK B CUCTONY W AnacTony)

OtHoweHue TAPSE/pCLoJTA
<0,55 Mm/MM pT. CT.

Bpems ycKOpeHMst KPOBOTOKA B BbIHOCALLEM
TpakTe NpaBoro xenynoyka <105 mc

CPeAHEecMCTONNYeCcKas BbleMKa (3a3y6puHa)

CKOpOCTb MOTOKA peryprutaumm Ha
JIK B Havane guacronbl >2,2 m/c

HuxHAas nonas BeHa u npasoe npeacepame

Juametp HIMB >21 MM B cO4eTaHUM
C YMEHbLLUEHMEM CMaJieHNs HA BOXE
(<50% npw dhopcmpoBaHHOM BLOXE
unu

<20% npu CNOKOMNHOM BLOXE)

Mnowanp npaBoro npeacepans >18 cm?
(M3mepseTcs B KOHLIE CUCTOSbI)

[unameTp néro4Horo cteona > agnameTpa KopHs Ao
AnameTp NEroYHoro cTeona >25 Mm

lMpumeyanme: JIK — neroynbii knanaH, Ao —aopta, HIIB — HuxHas nonas BeHa; [11— npaBoe npegcepane; AT BTIIK (mMc) — Bpems
YCKOPEeHUs MOTOKA B BbIHOCALLEM TPAKTE MPaBoro xesnyno4ka B cuctony; TAPSE (Mm) — cucTonmmyeckas 3KkcKkypeusi onbpo3HOro KosbLa
TpUKYyCnMgansHoro knanawa; pCAJIA (MM pT. CT.) — pac4ETHas BE/IMYUHA CUCTOIMYECKOrO aBNEHNs B NIErOYHOV apTepum no [JaHHbIM

IXoKT, # ¢ gononHeHnsmn

Note: PV — pulmonary valve; Ao — aorta, IVC — inferior vena cava; RA — right atrium; AT RVOT (ms) — time of acceleration of flow in the outflow
tract of the right ventricle in systole; TAPSE (mm) — systolic excursion of the fibrous ring of the tricuspid valve; cSPAP (mm Hg) — calculated
systolic pulmonary artery pressure according to Echo data, # with additions
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HocTu J1T noBbilwaet Hanuyue y 6onbHoro ®P JIAT (C3CT, ocobeH-
Ho CC[; noptanbHoi runepteH3nn; BAY-nHekuum; cemeiiHoro
aHamHesa JTIAT) u XTIl (TOJ1A B aHaMHe3e; Hanu4yme UMNNIaHTL-
POBAHHbIX BHYTPUCOCYAMCTbIX YCTPOMCTB B NPaBbIX OTAENAX Cepa-
La; BOCManuUTeNibHbIX 3a00/1eBAHUI KWULUEYHUKA; TPOMOOLNTOS;
CMJIEH3KTOMWSA B aHAMHe3e; rOpMOHanbHas 3aMecTUTeNbHas Tepa-
NS TUPEOUAHLIMU FTOPMOHAMM B BbICOKUX [103aX; HAaNU4Ke 310Ka-
4eCTBEHHbIX HOBOOOPA30BaHUI), 4TO TpeByeT 60see TLLATeIbHOr0
NoAxofa K 06Cne0BaHMI0 U HABMIOAEHMIO 33 3TUMMN KaTeropusamu
00/bHbIX. TpU HaNU4YUK BbILLENEPEYNCNEHHbIX 3a00/1eBaHUIA/ CO-
CTOSHMIA KNHMYeckas BepoaTHOCTb J1T yCIIOBHO MOBbILWAETCA Ha
OAHY rpajauuio ¢ COOTBETCTBYIOLMMN UIMEHEHUAMU B TaKTUKe
BefieHus [2]. K coxaneHnto, BbllLeyKa3aHHbI anroputm no BbisiB-
nexuto JNIM ¢ nomoubto AxoKI He Bcerga npuMeHUM Ans 60MbHbIX
¢ BMC [9,70].

MauneHTam ¢ paHee yCTaHOBJIEHHbIM AnMarHo3om J1I B NpoToKo-
ne 3xoKr-uccnemosanus cneayet UKCUPOBATb HanU4yue npusHa-
KOB NEro4YHON rMnepTeH3nmn ¢ ykasaHmem BennyuHbl pCAJTA, 4to
[0CTaTO4HO NS NEPBUYHOMO 3BEHA 34PABOOXPAHEHMS.

B akcnepTHbIX npoTokonax 3xXoK MoryT ykasblBaTbCs [OMOHU-
TefbHble pacyeTHble Benu4uHbl: cpLJI1A, paccymTaHHoe Kak no no-
Toky TP, Tak 1 no noToky néro4yHoi peryprutauum; OOJTA; a Takxe
[311A, paccymtanHoe no hopmyne Nagueh [71].

BaxHo coctasnstowen IxoKr-ucenenosaHus sBnseTcs OLeH-
Ka COKpaTuTenbHOM OyHKUMKM Muokapaa XK, kotopas onpenens-
eT NporHo3 nauuentos ¢ JII. CokpatutenbHas cnocobHOCTL K
OLIeHNBAETCS C NOMOLLbIO Lenoro paga napametpos: TAPSE - cu-
CTONNYECKON 3KCKYpCUn (PUBPO3HOro KOosblia TPUKYCNNAANbHOro
KnanaHa (MM); CUCTONIMYECKO CKOPOCTM CMELLLEHNS KOMbLA TPUKY-
CNUZANLHOr0 KnanaHa ¢ OLeHKOI B PeXX1Me UMNY/bCHOW TKaHeBO
nonnneporpadum (TAPSE nnn S°, cm/c); )pakLMOHHOTO U3MEHe-
HWs nnowaan MK (PN, %), npofonbHoi fedhopMauun Mnokapaa
CBOOOAHOI CTEHKM [TXK (CTpeitH,%; TeXHONOrns CNeKkN-TPeKMHra), a
TaKXe, NOTeHUMaNbHO, onpeaenenns pakuum seiépoca (OB) MK
(%) ¢ nomoLubto 3D-3x0KI [59,60]. InarHocTM4eckoe 1 nporHo-

Tabnuua 6.6. IxoKr-napametpbl cTpaTudhukawum pucka 6onbHbix ¢ JIAT [2]

CTUYECKOE 3HAYEHUE TaKXKe WUMEeT >KesyLo4KOBO-apTepuasibHoe
conpskeHune XK ¢ JTA (MK-JTA), KoTopoe xapakTepuayeT quano-
NOrnYeckyto agantaumio yHkumm MK K N3MeHeHusM BO3pac-
TalOLLEN Harpyskn B COCyAax Manoro Kpyra KpoBooobpalleHns (K
CONPOTUBIIEHNIO BbIOPOCY, T. €. K MOCTHArpy3Ke) U SBAETCS Hau-
60nee HafieXXHbIM Mapkepom COKpaTMocTh Muokapga X [72]. B
pyTUHHOM 3X0KT nccnegosanun conpspkeHue MK-JTA pekomergy-
€TCS OLIeHMBATb C MOMOLLbIO HEWHBA3WBHOIO Cypporara 3Toro no-
kasarens — otHoweHus TAPSE/pCAOJIA (N >0,55) [2].

Ix0KI—napameTpbl Tak)Xe BHOCAT CYLLECTBEHHbI BKNAA B CTpa-
TUhnKaLmMo pucka 6onbHbix ¢ JIAT (Tabn. 6.6.) u guddepeHum-
anbHblil guardo3 ¢ JI rpynnsl [l Ha JII BcneacTsue naronorum
NeBbIX OTAEN0B cepAua yKasblBalT npuaHaku ysenuyeHns JiM,
CUCTOMNNYECKON/guacTonnyeckomn gucdyHkumm JX, runeptpodoms
muokapga JX u gp. (taén. 6.7.).

Mpn anHamnyeckom HabnoaeHUn 3a 60nbHbIMU C JTAT Ha dhoHe
JIAT-cneumcnyeckon Tepanuu cneayeT obpallatb CHUMaHue
He CTOMbKO Ha AuHamuky pGIJTA, CKONMbKO Ha NMpu3Hakn obpart-
HOr0 PEMOLENMPOBaHNs NpaBblX OTAENIOB CepAua u yny4lleHue
cokparutensHoi cpyHkumm MK. Oeno B Tom, 410 [JTA Ha (hoHe
JIAT-cneumncn4eckon Tepaniin 06bIYHO CHIUKABTCS HE 04YEHb CY-
LLIECTBEHHO, 32 UCKITIOYEHIEM NALMEHTOB C NON0XNUTeNbHO! ODI.
K npumepy, psf KMUHUYECKUX WCCNELOBAHWA C NPUMEHEHUEeM
CTapToOBOA MOHO-/KOMOGMHWUPOBAHHOI Tepanun nepopasibHbIMM
JIAT-cneumdpuyeckumm npenapatamm ¢ KOHTPONEM remMoanHamu-
YeCKMX MapameTpoB MPOLEMOHCTPMPOBan CHKeHne cplJ1A Ha
(hoHe neyeHns B AnanasoHe OT 3 f0 7 MM pT. cT. [73]. OaHO u3
BO3MOXHbIX 0OBACHEHUA 3TOr0 (PakTa — yBesm4yeHne BbiBpoOCa
[TXK B Manblin Kpyr KpoBOOOpALLEHNUs HA (DOHe Tepanuu, YTo HU-
BepyeT adhhekT HebonbLoro cHimkeHus J1ICC Ha OJTA. Kpowme
TOr0, B PeanbHol KMUHUYECKON MPaKTUKe HeJOCTaTO4YHO BbICOKA
11 BOCNPOM3BOANMOCTb pe3ynbTatoB oueHkn pGAJT1A no 3xoKT, o
4yeM ynoMuHanocb paHee. MpuaHakamu 06paTHOro pemoaennpo-
BaHWA NPaBbIX OTAENOB CepALa ABNAKTCA: YMEHbLUEHNE pa3MepoB
[ n MX, ymeHblueHWe cTeneHn TP, WHAEKCA 3KCLEHTPUYHOCTU

Table 6.6. Echocardiographic parameters for risk stratification of PAH patients [2]

Mnowagp MM, cm?
TAPSE/pCIJ1A, mm/MM pT. CT.
BbinoT B nonoctu nepukapaa

poMEeXyTOUHbIA pUCK
5-20%

18-26

0,19-0,32

MUHUManNbHbII

lMpumeyanme: IN1 - npasoe npegcepane; TAPSE/pCLJIA — nokasatenb conpsixenns [1XK-J1A, rae TAPSE — cuctonnyeckas akckypeus
(Dn6PO3IHOIr0 KOJbLA TPUKYCIUZANIbHOO Kaanaxa (Mm); pCLJIA — pacyéTHas BennynHa CUCTONNYECKOro JaBEHNUS B IEr0YHOM apTepum

¢ nomotbto 3xoKI (mm pT. CT.)

Note: RA - right atrium; TAPSE/cSPAP — indicator of RV-PA coupling, where TAPSE — systolic excursion of the fibrous ring of the tricus-
pid valve (mm); cSPAP — calculated value of systolic pulmonary artery pressure by echocardiography (mm Hg)

Tabnuua 6.7. Ouenka sepostHocTi JIT rpynnbi Il ¢ nomowubto IxoKr [2]

Table 6.7. Assessment of the probability of group Il PH using echocardiography [2]

ManoBeposTHa CpeaHss BEepOATHOCTb
IxoKr - JIN He ysenuyeHo  JIM He yBenn4eHo
napametpb! E/e’ <13

BEPOATHA
JIN yBenuyeHo (nHaekc o6béma J1M >34 mn/m?)

OO JK <2 cT. (no TpaHcmuTpanbHomy notoky) A4 JIXK >2 c1. [TDK

lMpumeyanue: JI[1 - nesoe npencepane; L] JIX — guacronuyeckas gucgyHkums 1eBoro xenynoqka; [1IK — runeptpogus nesoro
Xxenypoyka; E/e’ — nnpekc HanosnHenus JIK (OTHOLLEHNE CKOPOCTY 10TOKA PAHHEro ANAacToIMYecKoro HamnosHeHns JIX k ckopoctu
CMELUEHNS NIATEPAIbHOM YacTu MUTPAJIbHOTO KOJIbLA B PAHHIOK ANACTONTY)

Note: LA - left atrium; DD — left ventricular diastolic dysfunction; LVH — left ventricular hypertrophy; E/e” — LV filling index (the ratio of
the flow velocity of early diastolic LV filling to the velocity of displacement of the lateral part of the mitral annulus in early diastole)
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JDX; B JONOMHEHWE K HUM Yny4LUeHWe noKasaTenen CoKpaTuTens-
HoIi cnoco6HocTM Muokapaa MK u ysennyeHne CB 6yayT cBuae-
TeNbCTBOBATb 06 3)(PeKTUBHOCTU Tepanum [74-76].

CnenyeT umeTb B BUAy, 4TO CHKeHne CGIOJTA y 60nbHbIX ¢ JTAT
BO3MOXHO He TONbKO B pesynbrate CHueHuss JICC Ha dhoHe
YCMELLUHOM Tepanuu, HO TaKXKe MOXET ObITb MPU3HAKOM YXYALLIEHUS
cocTosiHus. To ecTb [JTA Tak)Ke MOXET CHUXATbCS 1 BCNeACTBUE
yMeHbLUEHUs BbIGPOCA B Manblil KPYr KpOBOOGpaLLEHNs Npu CHU-
XEHUN coKpaTuTensHoi dyHkuum MXK. B 310l cBA3K HEO06X0AMMO
oueHuBaTb anHamuky GIJIA y naumeHToB TONbKO B COBOKYMHOCTY
C AAHHLIMN O COKPaTMTENbHOI cnoco6HocTu MX n CB.

Lns ucknoyeHns unu noaTBepXAeHUS HekoTopbix BINC y 6051b-
Hbix ¢ JIT (OAM, OMMM no Tuny pedekta BEHO3HOrO CcuUHyca W/
WU YaCTUYHOr0 aHOMA/IbHOr0 ApeHaxa NEroYHbIX BEH) MOXET
noTpe6oBaTbCs YpecnuiieBofHas IXOKT, B TOM YMCNEe C KOHTPACT-
HbIM yCUSIeHneM, N60 TOMOrpadmyeckme MeToabl UCCNea0BaHMS
(MmynbTucnupanbHas KT unu MarHuTHo-pe3oHaHcHas Tomorpadgous
(MPT) cepaua) [2,242,246,247].

OpHum 13 IxoKr-npusHakoBs J1I ABNSETCS paclumpeHmne néroy-
HOro cTBONA >25 MM 1 ero BeTBel (>15 mMm) [2]. C Lenbto yHudunka-
LM 3AKITOYEHNIA 1 n36eraHns runepanarHocTukm anespusm J1A, B
Ka4eCTBe KpUTepUs aHeBPU3MATUYECKOr0 PACLUMPEHNS IEM0YHOT0
CTBOJIA LieNeco06pa3Ho paccmaTpuBarh ero AuameTp, npesbiLlato-
wmin 45 mm, a ans ero BeTBer (Npasoii unu nesoii J1A) — 6onee 30
MM [77,78]. [Jo BOCTUMXEHMS 3TUX NPeAeSbHbIX BENNYNH YBENNYe-
Hue amameTpos J1C 1 ero BeTBei crnefyeT TPAKTOBATh Kak 9KTa3nio
(pacwupeHune). AHeBPU3MbI NIEFOYHOr0 CTBOSA ANAMETPOM 5-8 CM
Ha3blBAOT 6onblnMK, a 6onee 8 cm — rurantckumu [79]. Puck
XKN3HEYTPOXAIOLMX OCITIOXHEHUA aHeBpu3m JIA (auccekumn uim
paspbiBa) NOBbILLIEH B criefytowmx cnyyasx: B rpynne JIA-BIC,
npu G6bICTPOM POCTE Auamertpa NEro4HoOro cTsona (>2 MM/TOR),
B crnyyae ocnabneHus cteHkn JIA Ha hOHe MHMPeKLUn unu, Bo3-
MOXHO, 6epPeMEHHOCTI (0COBEHHO MpKU UX coveTaHuu). Mpu 3Tom
B C/ly4ae, ecnu guameTp NEroYHoro cTeona 6blil MeHee 75 MM, a
IJTA meHee 50 MM pT. CT., TO OCNOXHEHWUS BCTPEYanNuUChb PEAKO
[80]. Kpome Toro, 3ameaneHne kposotoka B J1A Ha GhoHe ee aHeB-
PU3MATNYECKOr0 PACLUMPEHNS MOXET CNOCOBCTBOBATL (HOPMUPO-
BaHMI0 NPUCTEHOYHOro TpoM603a (in situ) [81]. ELle ofiHO rpo3Hoe
OCNOXXHEHWE 9KTa3WK MNK aHeBPU3Mbl NEFOYHOro0 CTBOMA — BO3-
MOXXHasi KOMMPeccus CTBONA S1IeBON KOPOHAPHOM apTepuit ¢ Kiu-
HUYECKUMU NPOSBNEHMAMU nwemnuu Muokapaa JIXK (cteHokapaus
HanpskeHus, JDK OuMCHYHKUMA, MHDAPKT MuUoKapha, aputmni,
BHe3anHas CMepTb), MPeANKTOPOM BO3MOXHOI KOMMNPECCUM CTBO-
na ieBON KOPOHApHOW apTepuu ABNSAETCA AWAMeTp JIEr0YHOro
cteosia >40 mm [82,83].

Beuay peakoCcTu natosioruu, UMEKLNXCs B HACTOsLee Bpe-
MS [aHHbIX HEAO0CTATOYHO [ANS BbIPAOOTKM HAy4HO O0BOCHOBAH-
HOl TaKTUKW BeJeHWs nauneHToB ¢ aHespusmamu JIA. OpHako,
CYLLECTBYET MHEHWe, 4TO B Clly4ae, ecnu LUameTp aHeBpu3Mbl
NEroYyHOro CTBOMA He MPEBbILIAET 5 CM, TO PEKOMEHAYETCH Ha-
OS110JeHNe; NpU ero AMameTpe 0T 5 [0 8 CM U HaM4un Lpyrux
(PaKkTOPOB puUCKa (KIMUHUYECKNX NPOSABNEHNIA, YCKOPEHHOr0 POCTa,
JIU wnn gpyrux 6onesHein cepaua) peKoMeHLyeTcs paccMOTPeTb
BO3MOXHOCTb XUPYPru4ecKon Koppekuum; a npu guameTtpe 8 cm 1
oornee (npu no6om [J1A) — pekoMeHLyeTcs OnepaTuBHOE Ne4eHune
[79]. MpuHMMas BO BHUMaHWe BeCbMa OrPAHWUYEHHbI MUPOBOIA
OMbIT XMPYPrU4ecKorn Koppekuun aHespusm JIA (nnactmku/npo-
Te3MPOBaHNA), 0C06eHHO Ha (poHe JII, Mcnosib3oBaHWe nogoo-
HOII TaKTUKN BeJeHNs 60JTbHbIX BO3MOXHO [1aneko He Be3fie U He
Bcerga. Y 60nbHbIX ¢ JIAT MOXET 6biTb HENPUEMIIEMO BbICOKUM
PUCK XMPYPrMYECKOro BMeLLATeNbCTBa, OHW MOTYT HYXAATbCs B
TPAHCMIaHTaLMN KOMMeKca cepaue-nerkue. MaumeHTam ¢ aHes-
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puamoii JIA Ha cpoHe JIAI gomxHa 6bITb Ha3Ha4YeHa onTUMarbHas
JIAT-cneumndonyeckas Tepanus, 04HaKO, OHA He rapaHTMpyeT 3a-
MeANeHne pocta aHeBpu3Mmbl [84].

6.3.5. Cynnturpaghus nérkmx

BeHTUNALMOHHO-NEpdY3NOHHAA CUMHTUrpacus ABNAETCA He-
06X04MMbIM METOAOM [MArHOCTUKM AN YTOYHEHWUS 3TUONOTUM
JIT, oTnn4aeTcs BbICOKOM YYBCTBUTENIbHOCTbIO ANS WUCKIYEHMS
XpoHnyeckoin TAJTA B cpaBHeHun ¢ KT-aHruonynbMoHorpaduen
(Tabn. 6.2.) [3,6,9,22]. OTcyTcTBME AetheKTOB nepdyy3um npu Hop-
MaibHO BEHTUNALNM NO3BONSET C YyBCTBUTENbHOCTLI0 90-100%
npotuB 51% B cny4ae nposefeHns MynbTucnupansHon KT nérkux
B aHrunorpagomyeckom pexume u cneynduynoctoo 94-100% wuc-
Knountb XTI [85]. LedrekTbl nepdyysnn 06HapyXnsaoTcs B 40-
NeBbIX U CErMEHTAPHbIX 30HAX NMPWU OTCYTCTBUN BEHTUNALMOHHBIX
nedekToB. Y 60nbHbIX ¢ JIAT npu npoBefeHN BEHTUNALMOHHO-
nepgoy3MOHHON CUMHTUrpadUU NETKMX MOXHO OOHApPYXWUTb He-
W3MEHEHHYIO KapTUHY WK HebonbLune nepudepuyeckue cybeer-
MeHTapHble fedhekTbl nepdy3nn 6e3 HapyLeHUi BEHTUNALMY, YTO
06YCMOB/IEHO HECOOTBETCTBMEM BEHTUNALMM W nepdysum [85,86].
Takne fecektbl MOryT BbIBAATLCA U Npu JIBOB. Y 60MbHbIX ¢ N3]
nepdoy3noHHbIe fedeKTbl COBNAJAOT ¢ AedpeKTamm BEHTUNALNN.

B Hawei cTpaHe B GOMbLUMHCTBE CNyvaeB BbINOSIHAETCH niia-
HapHas nepdy3anoHHasA CUMHTUTPAdUs NETKUX, NPOBEAEHNE BEH-
TUNAUMOHHO-NEPY3NOHHOIR CUMHTUTPacui NETKUX BO3MOXHO
UCKMHOYUTENBHO B psae hefepanibHbIX LeHTPOB. [ns ucknyeHus
NEro4HON NaTonorMm BO3MOXHO UCMNONb30BATL PEHTIEHOrpaduto
unm KT nérkux [9]. MokasaHo, 4T0 BEHTUNALMOHHO-Nepdy3noHHas
0AHOMOTOHHAA 3MUCCMOHHAs KT NpeBOCXOANT M0 4YBCTBUTESbHO-
CTU MJIAHAPHYI CUMHTUTPaduIo NErkKMX As UCKH0YeHMs TpOM60-
TU4ECKOro nopaXKeHus néro4yHoro cocyamctoro pycna [49,87,88].
[Mpu n3y4verun KT nérkux B pexxume ByxaHepretuyeckon KT 6bina
nokasaHa BbICOKas YyBCTBUTENbHOCTb (97%) 1 CneunuyHoCTb
B AuarHoctuke XTIJIM [89,90]. HoBas TexHONOrMs TpeXmMepHOro
MarHUTHO-PE30HAHCHOr0 Nepdyy3MOHHOr0 KapTUPOBAHUS MOKa-
3ara conocTaBumyo ¢ nepysnoHHON CLUMHTUTpacnen 4yBCTBU-
TeNbHOCTb NpK cKpuHuHre XTI [91].

Takum 06pa3om, Npu HEBO3MOXHOCTU MPUMEHEHUSI BEHTUNS-
LMOHHO-Nepdy3N0OHHOA CUMHTMIPadhum BO3MOXHA ee 3amMeHa
nepdysnoHHoi KT B coveTanuu ¢ KT-aHruorpadoueil, AByxaHepre-
Tudeckon KT unu nepdpysunonHon MPT (npu Hannauu y meanumnH-
CKOrO YYpeXAeHus OnbiTa B NMPOBELEHWM TaKUX WCCNEeLOBaHNI)
ANS NOATBEPXAEHNS NN UCKNoYeHus auarHosa XTI y nauneH-
TOB C JII HEACHOro reHesa.

6.3.6. KomnbroTepHasa Tomorpaghna

KT MOXeT npefocTaBuTb BaXXHYH0 MHDOPMALMIO Y NALMEHTOB
C OfbILIKOA 1 mpegnonaragmoii unu nogrsepxgeHHon Jir. KT-
NPU3HAKN, YKa3blBaOLLME HA Hanuyue JTT, BKITHOHAKT YBENNYEHHbIN
anametp J1A, oTHoweHue anamertpa J1A K anametpy aopTbl >0,9 1
YBENNYeHNEe NpaBbIX 0TAENOB cepaua [55]. CoyeTaHue Tpex napa-
MeTpoB (anametp J1A >30 mm, TonWwmMHA nepegHeit cteHkn MK >6
MM 1 OTHOLEeHWe pasmepos MX/JTK >1) no3BonsieT ¢ BbICOKOI
BEPOATHOCTBIO AunarHoctuposartb JII [92].

KT opraHoB rpyfHoil Knetkn 6e3 KOHTPACTHOTO YCWIeHUs MO-
)KET paccMaTpuBaTbCa Kak PyTUHHOE UCCNeJ0BaHNe Y NaLMEHTOB C
pasnu4HbiMu doopmamu J1T (Taén. 6.2.). KT no3BONSET UCKITIOYUTD
napeHxXMMaTo3Hble 3a6051eBaHNA NErKNX, a TaKXXe BbISBUTbL U3Me-
HeHus, xapakTepHbix ans JIBOK, K KOTOpbIM OTHOCATCS LIEHTPOO-
OyNnApHble 3aTEMHEHUS MO TUMY «MATOBOr0 CTEKMa», YTOJLLEHNe
MEXJ0JIbKOBbIX Neperopofok 1 numdazgeHonarns [55].

MposeneHne KT-aHrnonynbMoHorpacum pekoMeH0BaHO BCEM
naumesTam ¢ nogo3penuem Ha XTI (tabn. 6.2.). K npambim npu-
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3HaKaM TpPOMOOTUYECKOro nopaxeHus J1A 1 ee BETBE OTHOCATCA
[eeKTbl HanoMHEeHNs B BUAE BHYTPUCOCYAUCTBIX TSHKENA, MESTKUX
NPUCTEHOYHBIX CTPYKTYp MO TUMy MembpaH, CeTel unu nepers-
Xek. Cpeamn KOCBEHHbIX NPU3HAKOB MOXHO BblAeNUTb 06efHEeHNe
KOHTPACTMPOBAHUSA LUCTANbHOIO COCYAMCTOr0 pycna nérkux, He-
OAHOPOLHOE KOHTPAcTMPOBaHWE NEr0YHONM TKaHW MO TUNY MO3a-
WYHOW nepdpy3nn, paclupeHne 6pOHXManbHbIX apTepuil, Hanuyue
MEeXCUCTeMHbIX Konnatepaneil. KT-aHruonynbmoHorpacgus 06-
najaet [OCTaTO4HO BbICOKON MHCGHOPMATUBHOCTHHO B BbIABNEHWN
TPOMOOTUHECKOr0 NOPAXKeHUs NErOYHbIX apTepuii Npu noao3pe-
HUM Ha XTIJI: 4yBCTBUTENbHOCTb U CELUNUYHOCTb COCTABMS-
t0T 76% 1 96%, cooTBeTCTBEHHO [92,93]. TOYHOCTb AMArHOCTUKN
NOBbILLIAETCA MPU UCMOMb30BAHWUN COBPEMEHHbIX TOMOrpadoB ¢
LIMPOKNUM [LleTEKTOPOM, COBSTIOZIeHNN CTaHAapPTOB nNpoBeaeHus KT-
aHruonynbmMoHorpadmm ¢ NpesnoyTUTENbHbIM BbINOHEHEHUEM
ncenesoBanns B ABe pasbl: NyNbMOHANLHYIO (NpKU NEPBOM Npo-
XOX[EHUN KOHTpAcTa Yepe3 npasble OTLENbI Cephua) u aptepu-
aNIbHYH0. Y NALMEHTOB C KNUHUYECKOM KapTuHow octpoii TAJIA KT-
AHTUONYNbMOHOrPadoust MOXET MOMOYb O0BHAPYXXMTb MPU3HAKM
XTAIT, BKNKOYas BbILIENEPEYNUCTIEHHbIE, A TaKXe runepTpodnto
X, kak cnencteme xpoHudeckoro Tedenus J1I [94,95]. Beissne-
Hue npusHakos XTAJI B 3TUX CNy4asx UMeeT BaXKHOe 3HaveHue,
TaK Kak MOXXET NOBMIUATb HA TAKTUKY BEIeHUs NauneHToB C Npej-
nonaraemon octpoii TAJTA. BbINOT B NONOCTK Nepukapaa u 3abpoc
KOHTPaCTMPOBAHHOI KPOBW B MEYEHOYHbIE BEHbI ABAAKOTCA Npe-
LMKTOpPaMu HebnaronpuATHOro Nporuosa y 6onbHbix JI [49, 95].

[ByxaHepretuyeckas KT u cy6TpakumoHHas KT-aHruonysb-
MOHOrpadhus AT SONONHUTENLHYIO MH(OPMALMIO B BUAE MOA-
HbIX KapT, KOTOPble 0TPaXaloT nepdysnto NEro4HoN TKaHu, NoBbI-
Las TO4HOCTb AuarHocTukn XTI [89,96,97].

KT ¢ KOHTPACTHbIM YCUNEHWEM TaKXXe MOXET ObITb UCMNOJb30-
BaHa [N BbISBNEHWUA LPYruX CepLevHO-COCYLMUCTLIX aHOMaNni,
BKJT04A5 BHYTPUCEPAEYHbIE LUYHTbI, aHOMAsbHbIA APEHAX JIEroY-
HbIX BeH, OAI W neroyHble apTepUOBEHO3HbIE MaNbgopmaLmu
[14,35,135,247].

6.3.7. MaruuTHo-pe3oHaHcHas Tomorpagns

MPT ucnonb3yetcs o1 OLEHKU MOPONOrnyeckux, yHKLNOo-
HaIbHbIX 1 FTEMOANHAMUYECKUX XapaKTepUCTUK CepAaLa u cocyLoB
y 605bHbIX ¢ JII. MPT — HEWHBa3UBHbIA METO, AOCTOWHCTBOM
KOTOPOro ABNAETCA BbICOKOE NPOCTPAHCTBEHHOE U TKAHEBOE pas-
peLLeHNe, OTCYTCTBIE UOHWN3NPYIOLLEr0 U3NY4EHUS, ECTECTBEHHbIN
KOHTPacT OT ABWXYLLEACA KPOBW, YTO NO3BONIAET 3HAYNTENLHYIO
4acTb MHGopMaLuu nosyyatb 6e3 UCNoNb30BaHNA KOHTPACTHBIX
npenaparos (1aon. 6.2.) [2,98-101,135,247]. MPT ucnonb3yetcs
npu o6cnenosaHun nauyuentos ¢ BIC, UMM, npu JII BCneacTteue
o6¢Tpykumn J1A, B yactHoctn XTANT [2,14,87]. MPT nossonser
OLieHNUTb 06bEMBI 060MX XKEny[ovkoB cepAua (KOHe4yHo-AnacTo-
NNYecKnii 06bEM, KOHEYHO-CUCTONMYECKNA 06bEM) paccyuTarth
yaapHble 06bEMbI, opakuum Boibpoca. MeTon 06naaaeT BbICOKOM
BOCMPOWU3BOANMOCTbIO PE3YNbTATOB MO ONpPefeSIeHN0 XapakTepu-
CTWK NpasbIX OTAENO0B CepALa: KOHEYHO-LMACTONMYECKNIA U KOHEY-
HO-cucTonmyeckun o6bémbl MK, ®B MK, maccbl Munokapaa X,
4TO 0CO6EHHO BaXKHO AN19 MOBTOPHbLIX 00CNEA0BAHNIA 6ONbHBIX C
JII — npu oueHke adhdhexTa nedeHuns [55,102].

Mcnonb3oBanue cneunansHbIX WMMYALCHBIX NOCNes0BaTenb-
HoCTel — KWHO-MPT, (Da30BO-KOHTPACTHOI aHrnorpadyum no3Bso-
NAeT ONpeaenuTb yaapHblii 06bEM, CepleyHblil BbIGPOC, OLEHUTD
XecTKocTb JTA. 3T napameTpbl, BaXHbI A5 OLEHKN NPOrHo3a
3(pheKTMBHOCTM NpoBOAUMON Tepanuu [2,103-106,135,247].

3Ha4umbIM HegocTatkom MPT aBnsieTcst HEBO3SMOXHOCTb TOYHO
oueHutb [JTA. Bo3M0OXXHOCTb OLeHMBaTh JTA 1 1eroYHbIi KpOBOTOK
npu MPT-aHrnorpadouu n nepdysuoHHoin MPT BaHa B AnarHocTu-

ke XTIJI [87], xoTa B cpaBHeHun ¢ KT-aHrnonynsmMoHorpaguen
MPT meTtoamka 60fiee NPOAOSIKMTENbHA, MMEET XyAllee npo-
CTPAHCTBEHHOE paspelueHue, noatomy KT 0CTaeTcs METoLoM Bbl-
60pOM [/ OLIEHKN KPOBOTOKA B NEr04HbIX apTepusx, 0COOEHHO B
0CTpbIX cutyauuax [107,108].

Hosble BoamoxHoct MPT (4D-Flow, oueHka gedhopmavuu mun-
oKapfia Xesly[o4KOB W npeacepamin (strain), onpepenexune aud-
(Py3HbIX N3MEHEHWIA MMOKapAa) LUMPOKO M3YHaKTCA Y 60MbHbIX C
JIT, x0T9 paboThbl HA 3Ty TEMY NOKA HEMHOTOYUCIIEHHbI MOKA3aHO,
yto MPT MOXeT 1cnonb3oBaThCs He TOMbKO A1 MOHUTOPUPOBA-
HUS Tepanuu, HO W ANs ONpejeneHns CTpaTeruu NeYeHus n npo-
rHo3a 3abosiesanus naumentos ¢ J1I [109-113,135,247].

6.3.8. YnbTpa3BykoBoe nccnegoBaHme

0praHoB OpIOLLIHOM NONOCTH

YnbTpassykosoe uccneposaque (Y31) opraHos 6ploLUHON noso-
CTY BK/OYAETCS B NMpOrpamMmy KOMMIEKCHOro 06¢refoBaHns naum-
EHTOB C BMepBble BbIfBIEHHON JII, 0CO6EHHO MpW NOA03PEHUN Ha
3a60/1eBaHNe NeYeHn: NO3BONSET UCKMOYUTL LMPPO3 NEYEHN 1/unmn
NOPTATLHYIO TUNEPTEH3U0, NOPTOKABATbHOE LUYHTUPOBAHNE (MalTb-
thopmaums AbepHetn) (tabn. 6.2.). Mpu Y3 6GPIOLWHOA NONOCTM
OLIeHMBAIOTCA MOPCHONOrMYeCKMe U3MEHEHUs B MeYeHn (atpodhus
npaBon oMK, KOMMEHCATOpHas runepTpodons Nesoi 40NN U XBO-
CTaToii 10N NEYeHN HEPOBHOCTM NMOBEPXHOCTU U Y310Bble M3MEHE-
HKS). B cry4asx 0CNOXXHeHWiA NopTanbHOI MMNepTeH3UM BbISBNISAETCS
CNNeHOMeranus, XopoLlo passuTble Konnarepanu u acuut [2,5,10].
MMpu nporpeccupoBannn JII y NauneHToB MOXET PasBKBaTbCs BTO-
puU4Has aucdyHKuma nedvern u novek [114,115]. Ligetosas gonne-
porpadous no3sonseT AnepeHLMpoBaTh NACCUBHYH NOPTaNbHYO
rUnepTeH3uio BCNeACTBME NpaBoXenyno4koBoit CH unm scneactane
BO3HWKHOBEHUS TPAHCMEYEHOYHOr0 BEHO3HOMO rpajueHTa npu Lunp-
p0o3e neYeHun, OLeHUTbL KPOBOTOK B JIEBOW XKeny[404HOW BeHe, napa-
YMOUIMKabHO BEHE W CMNIEHOPeHansHoro WwyHre [2,3,10].

6.3.9. JlaboparopHble TeCTbl

lMporpamma o6c¢nefoBaHmns nauyeHToB ¢ J1I BK0YaeT pyTUHHbIE
nabopaTopHble TECTbI- GUOXMMUYECKII (OLEHKA (DYHKLIMN MOYeEK 1
neyYeHun, CofepXXaHns 6enka, 3NeKTPONUTOB) U 06LLMA (YPOBEHb
remorno6uHa, apuTpoLNTOB, FEMATOKPUTA, KONMYECTBO NENKOLM-
TOB 1 TPOMOOLMTOB) aHaNu3bl KPOBU, Koarynorpammy (taén. 6.8.)
[2,3,6]. BTOPUYHbI 3pUTPOLIMTO3 HACTO BCTPEYALTCA Y NALMEHTOB
¢ JIr npn BNC unu natonorum nérkux [10,14,245]. V naumeHToB
C AbIXaTebHbIMN HApYLIEHUMN MOXET BOSHWNKATb NONULUTEMUS.
MMpwu nopTo/Il HE06X0AMMO OLEHNBATL DYHKLMIO NMEYeHN U KOmu-
YyecTBa TPOMOOLMTOB.

Mpy KNNHUYECKI 3HAYUMBIX OTKITOHEHUSX NEYEHOYHbIX TECTOB He-
06X04NUMO NPOBOANTL CEPOANATHOCTUKY renaTuTOoB 1 UCKNOYeHNS
noptoJ1l. OYHKUMOHAMbHbBIE NEYEHOYHbIE TECTbI MOTYT MOBbILLATLCS
npu [eKoMneHcauun npasoXenyao4koso CH u/mnn Ha oxe Te-
panun aHTaroHucTamMu peuentopos sHpotenuHa (AP3) [3,4,9,14].
OnpegfeneHne ypoBHS remornobuHa B KpoBM ABNAETCS 06s3aTenb-
HbIM TECTOM Ha (poHe neveHns APJ, NoCKOMbKY NpumMepHo B 15%
Cny4aeB MOXET OCMOXHATLCA pa3BuTeM aHemun [2,5,10,116]. XKe-
ne30AeULNTHOE COCTOAHME HAGIOAAETCA NPUMEPHO Y MOMOBUHbI
NaLMeHToB ¢ CMHAPOMOM JiizeHmenrepa u UIT [2,5,9,22]. YpoBeHb
MOY€EBOII KUCNOTbI MOXET 6bITb Mapkepom TsxecT CH, ofiHako Mo-
KET MOBbILLATLCA U HA (DOHE Tepanuu guypeTukamiu.

Onpegenenue anTuten knaccos M, G (IgM, 1gG) K Bupycy ummy-
HoaeduumTa vyenoseka BNY-1 n BINY-2 B kpoBn HEOBX0ANMO ANs
uckntoyeHus accoumnauum Jr ¢ BUY-unbekumen [2,9,22].

Y naumentoB ¢ JII' cneayeTt oueHWBAThb (PYHKLWOHANbHOE CO-
CTOSIHME LIMTOBUHOM XXeNeabl C Y4eTOM BO3MOXHOIA accolualmum
naToNorum ¢ AUCAYHKUMen WUToBMAHON Xenesbl [117].
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Y nauuenToB ¢ JII [OCTATO4YHO 4aCTO BCTPEYAEGTCS MOBbILLEHNE CMEKTP aHTUAAEPHbIX aHTUTEN B LieNsax AuddepeHunanbHoil ama-
AHTUHYKNEapHbIX aHTUTeN B Hu3kom Tutpe (1:80), B 4acTHOCTM rHocTMkn CCL unu nepekpecTHOro CuHAPOMa, KOTopble Hanbonee
npumMepHo B TpeTw cnyyaes UIT [3,10]. uarHoctnieckum TMTpom yacto mauudpectupytot J1I [2,5,9,10,22]. bonbHble JIAT ¢ cyLe-
ONpedeNneHns aHTUHYKNEapHbIX aHTUTEN METOLOM UMMYHOMH00- CTBEHHO MOBbILLEHHbIM TUTPOM aHTUTEN MW NOLO3PEHNEM HA Ha-
pecueHLumn cymtaeTcs TMTp =1:160, npn KOTOPOM CleayeT OLEeHNTb nu4ne C3CT HyXJarTcs B KOHCYNbTauuu pesmarosora [9,22].

Tabnuua 6.8. PekomeHpauuu no nabopatopHomy 06¢cnefoBannto 60nbHbIx ¢ JII [9]*
Table 6.8. Recommendations for laboratory diagnosis of patients with PH [9]*

PekomeHpgaumu Knacc YpoBeHb
pexomeHpauun | [OKa3aTenbHOCTH

PekomeHyeTcs NpoBefieHNe pa3BepHYTOr0 06LLEro (KIMHNYECKOro) aHanuaa! Kposw
npw NepBuYHOM 06CNe0BaHMN NauueHToB ¢ JII, npu NOCTyNneHUM B CTauuoHap 1
npn AnHamn4eckom HabnogeHnn Kaxable 6-12 mecaues [2,3,5,6,9,14,22,49].

c

PekomeHayeTcs npoBefieHIe GUOXMMUYECKOTO aHanM3a2 KpoBY 00LLETEPaneBTUHECKOr0
npu NepBUYHOM 06CNejoBaHM NauneHToB ¢ JII, Npu NOCTYNNEeHNN B CTaLUOHap 1
npu AMHAMN4ecKOM HabNoAeHUN Kaxable 3—6 mMecsues [2,3,5,6,9,14,22,49].

Bcem naunentam JIAT, nony4aroLWwmm ie4eHne aHTaroHUCTamn peLenTopoB 3HA0TESNHA,
PEKOMEHYETCS eXXEMECA4YHOe OnpeeNieHne akTUBHOCTM acnapTaTaMMHOTpaHcdepasbl 1
anaHnHaMMHOTPaHcdepasbl B KPOBM Ans OLeHKN 6e3onacHocTyi Tepanni [2,3,5,14,22].

Bcem nayuentam JTAT, nony4awoLmm nevyeHne aHTaroHUCTaMu peLenTopos
SH[OTESIMHA, PEKOMEHAYETCS eXeMeCsa4HOe OnpefeNieHne YpoBHA remornobnHa
B KPOBU [N OLeHKM 6e3onacHocTu Tepanun [2,3,5,9,22].

PekomeHayeTcs onpefenieHne ypoBHA xene3a, PeppuTuHa, KosMULMEHTA HACbILLEHUS
TpaHcepprHa XXene3om B KPOBW Y NALMEHTOB C CUHAPOMOM Jii3eHMeHrepa, Npu

JIT ¢ pa3BuTiEM aHEMUI NPY NEPBUYHOM 06CNEA0BAHIN, MPU NOCTYNNEHUN B
CTauuoHap u npu AUHaAMUYECKOM HabnioaeHnn kaxasle 6-12 mecaues [2,5,9,22].

PekomeHayeTcs oueHka Koarynorpammbl® y Bcex 60nbHbIX ¢ JIT npu nepBu4HoOm
QNArHOCTMKE, NPU NOCTYMAEHNI NaLUEHTa B CTALMOHAP W NPU ANHAMUYECKOM
HabnaeHUn Kaxable 6-12 mecaues [2,3,5,6,9,14,22,49].

PekomeHayeTcs onpefenieHne MexayHapoAHOro HOPMani30BaHHOr0 OTHOLEHUS Y 6OJTbHbIX C
JII npu nepBrYHOI LUArHOCTUKE [0 HA3HAYEHMS aHTaroHUCTa BUTaMuHa K, npu nocTynieHum
B CTaLMOHAP 1 eXXeMeCcs4HO B X0[e AMHAMUYEecKoro HabnwaeHusa [2,3,5,14,49].

PekomeHayeTcs 1UccnesoBaHue ypoBHS HATPUIAYPETUYECKOro nenTtuga mosrosoro (BNP) unu
N-TepmuHanbHOro doparmMeHTa HaTpunypeTudeckoro nponentuga mo3rosoro (NT-proBNP)

B KPOBU Y BCeX nauueHToB ¢ JTAT npu nepeu4HOM 06CIeA0BAHUM U NPU AUHAMUYECKOM
HabJIeHUN KaXAble 6-12 MecsLEeB C Lefblo cTpaTudukauum pucka [2,3,5,6,9,14,22].

Pekomenayetcs onpepenenue aHtureHa (HbsAg) Bupyca renatuta B (Hepatitis B virus) B kposu,
antuten K Bupycy renatuta C (Hepatitis G virus) B kpoBu, aHTUTEN K 6/16HON TPENoHeMe
(Treponema pallidum) B kpoBu, anTuTen knaccos M, G (IgM, 1gG) K Bupycy ummyHogeduLmta
yenoseka BY-1 (Human immunodeficiency virus HIV 1) B kposu, aHtuten knaccos M, G (IgM,
IgG) k Bupycy ummyHogeduunta yenoseka BY-2 (Human immunodeficiency virus HIV 2) B
KPOBM NMpu NepBUYHOM 06CnefoBaHun 605bHbIX C J1T 1 npu nocTynneHnn B ctaumoHap [2,4,5,22].

PekomeHayeTcs onpepenieHne COAePXKaHNA aHTUTeN K aHTureHam saapa knetku n JHK'y
BCEX NaLMeHTOB ¢ Noao3peHnem Ha JIAT ans ucknioyenns accoumaumn ¢ C3CT [2,5,22].

PekomeHayeTcs UccneanoBaHne ypoBHsS CBOOOJHOIO TPUIAOATUPOHNHA U TUPOKCIHA,
TUPEOTPOMHOro rOPMOHa B KPOBW Y BCEX MauueHToB ¢ JII npu nepBrYHOM
o6cnejoBaHNY U NPU YXyALIEHUN Te4eHuns 3abonesanns [2,3,5,6,9,14,22,49].

PekoMeHyeTcs reHeTUHecKoe NCCneaoBaHne Ans UCKM0YEHNS HacneaCTBEHHON
TpoM60MNNUM Y NaLUMeHTOB Npu NepenuyHON anarHoctuke XTAMN [2,5,14,22,49].

PekomeHayertcs nccnesoBaHue BONYAHOYHOr0 aHTUKOAryNaHTa,
onpeneneHune TUTpa aHTuTeN K chocdonunuiam, B2-rnmkonpoTenHy B
KPOBW Yy NaLNeHTOB ¢ nofo3peHnem Ha XTI [15,16,44,52].

MMpumedarns: ' O6Lmii (KTNHNYECKNIT) aHANIU3 KDOBY BKIIHOYAET OLEHKY YPOBHS FeMOrio6MHa n reMatokpuTa, KoJimyecTBa apuTpoLnTos,
JIeiKoUUTOB, TDOMOOLIUTOB, CKOPOCTH OCEAAHUS SPUTPOLUTOB.

2 BUOXUMNHECKNI aHASTU3 KDOBY BKITHOYAET UCCIEA0BAHNE YPOBHS Kasins, HATPUS, X10Pa, [IIOK03bl, KDEATUHUHA, 00LLero 6es1Ka, MO4EBUHbI,
MOYEBOV KNCTI0TbI, 0OLLEr0 OUANPYOuHa, NPSMOro U HEMpsIMoro OUInpyouHa, onpesesieHne akTuBHOCTH acrnaptataMmHOTPaHchepasbl
W anaHuHaMNHOTPaHCHePassl.

3 Koarynorpamma Bksmo4aet oyenky A9TB, [TTB, U, D-gumep, pubpuHOreH, aHTutpomMonH

* afgantmpoBaHo

Notes: ' Clinical blood test includes the assessment of the levels of hemoglobin and hematocrit, the number of erythrocytes, leukocytes,
platelets, and erythrocyte sedimentation rate.

2 Biochemical blood test includes the assessment of the levels of potassium, sodium, chlorine, glucose, creatinine, total protein, urea, uric
acid, total bilirubin, direct and indirect bilirubin, the activity of aspartate aminotransferase and alanine aminotransferase.

3 Coagulogram includes the assessment of APTT, PTT, Pl, D-dimer, fibrinogen, antithrombin

*adapted
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Mogsrosoin Hatpuitypetndeckuii nentug (BNP) u N-koHueBoOI
tparmeHt BNP (NT-proBNP) aBnsatoTCH €ANHCTBEHHbIMU PYTUH-
HbIMU 6UOMapkepamu, KOTopble 3MEKTUBHO UCMONb3YIOTCA B
KMUHUYECKO NPAKTUKE N7 OLEHKM TSXXECTW U NPOrHo3a nawmeH-
T0B ¢ JIAT, pe3ynbTatoB fiedeHuns [2,5,9,14,49]. Mpu AncqyHKLUN
MX nosbiwatorcs yposHu BNP/ NT-proBNP, mo4eBoit KNCnoThl,
neYeHOYHbIX PepMeHTOB, KpeaTHuHa [9,22].

[na ncknoyeHns TpoOMOOMUINN Yy NALMEHTOB C NOAO3PEHU-
em Ha XTOJIT cnedyeT oLeHMBATb MapKepbl CUCTEMbl CBEPTbIBA-
HUsA — D-gumep, aHTUTpoMOuH Ill, npotenH C unu S, TMTp aHTUTEN
K choccponunupam (BONMYAHOYHbLIA AHTUKOArYNAHT, aHTUTENna K
Kapavonununy) [9,49,87].

6.3.10. OyeHka (hyHKUMOHANIbHOI 0 cTaTyca

06beKTBHAA OLIEHKA (DYHKLMOHANBHOW CMOCOOHOCTM BOMbHbIX
¢ JIl Heobxoanma s XapakTepucTUKN TSXKECTU U AMHAMUKIN KIn-
HWYECKOro COCTOSAHNA Ha (POHE NPOBOANMON Tepanuu. Mpun n3yye-
HUU TONEPAHTHOCTU K (PU3MYECKUM HArpy3kam Haubosiee 4acto
NCNONb3YeTcA TeCT 6-MUHYTHOM X0A4b0bl (T6MX) 1 Kapauonysb-
MOHJTbHbII HArpy304HbIil TECT C OLEHKON ra3006MeHa — CnnupoBe-
noaprometpus (CBAM) (tabn. 6.9.).

Tect 6-MuHYTHOH X0fb06bI — NPOCTON, JOCTYMHBIA UHCTPYMEHT AN
OLEHKM (DYHKUMOHAMbHOW Cnoco6HocTM nauueHtos ¢ JII [2-5,9,
22,249]. OnctaHums B T6MX o6patHo koppenupyet ¢ ®K (BO3). Tect
00bI4HO JOMONHABTCA OLEHKOI MHAEKCA 0fbILLIKI N0 bopry n Sp0, npw
nynbcokcumetpun [2,5,10]. CHuxenne SpO, Gonee dem Ha 10% Bo
Bpems T6MX yka3biBaeT Ha NOBbILLEHHBbIA PUCK CMEPTHOCTY.

[OuctaHums B8 T6MX 6bina nepBuMYHON KOHEYHON TOYKON B 60SIb-
wuHctee PKW no uayyveHunto achdpektueHocTH JIAT-cneumnduyeckon
Tepanuu [2,5,22,118]. OnHako B MeTaaHannae 22 PKU He BbISIBNEHO
L0CTOBEPHOI CBA3M MEXAY YBenuyeHrnem auctaHumm B TEMX v gon-
FOCPOYHBIM MPOrHO30M MALMEHTOB, BKIOYAA CMEPTHOCTb OT BCEX
NPWUYMH, NOTPEBHOCTb B rOCNMTANU3aLMKL NO NoBody yxyawenus JI,
TpaHCnnaHTaLuy NErkux unu Komnnekca cepaue-nerkue [119].

KapauonynbMoHanbHbli Harpy304Hbli TECT - CAHPOBENO3Pro-
metpusa (CBIM) no3BonseT OLeHNTb BEHTUMALMIO U ra3006MeH BO
BPEMS [03UPOBAHHON (PU3NYECKON HArpy3KW (MHLOEKC MUKOBOrO
notpednenns kucnopoga (VO,peak), aHa3poGHbIA nopor (BeHTH-
NALNOHHBIA 9KBMBANEHT no yrnekucnomy rasy (VE/VCO,)) (Taon.
6.9.) [4,10,249]. Ouenka VO,peak 0CTaeTCsi MHTErpaibHbIM No-
KasaTefiemM, OTpaXawwum (YHKLUOHANIbHOE COCTOSHUE U KOM-
NEHCATOPHbIE BO3MOXHOCTW CepAevyHO-COCYAMCTON, JIEr04YHON W
MbILLEYHOW cucTem. MauneHTbl ¢ JIAT UMEHT TUNUYHYIO KapTUHY
C HU3KMM MapumanbHbiM [aBJIEHUEM YINIEKUCNOro rasa B KOHUe
Bbiaoxa (PETCO,), Bbicokum VE/VCO,, HU3KUMU KMCNOPOAHbIM
nynscom (VO,/4CC) n VO,peak [120,121]. CyuTaetcs, 4T0 HOp-
ManbHas BenuinHa VO,peak no3sonseT UckmounTs anardos JIAT

[122]. BoisiBnieHue nattepHa kak npu JIAT y nayuentos XOBJ1 unu
naTonorueii neBbiX OTAENOB CepALa YKa3blBaeT Ha NEro4Hy co-
cyaucTyto 6onesHb [123].

CB3M paHee ncnonb3oBanach B MHOroLEHTPoBbIX PKI, HO He
nokasana 04eBUAHbIX NpeumyLiecTs nepe T6MX, Tak Kak TexXHu-
4ecku 60Nee CNOXeH, He NO3BONAET OLEHWUBAThL 3GDHEKTUBHOCTD
Tepanuu, a NoNyYeHHble pe3ynbTaTthl 3aBUCAT OT OMNbITa MEANLNH-
CKOro nepcoHana.

6.3.11. Oyexxa remoguHammku

KMOC BbINONHAETCA ANs MHBA3MBHOTO U3MEPEHUS NapameTpoB
reMOSUHAMUKN 1 PEKOMEHLYeTCH NauueHTam ¢ NnoJo3peHnem Ha
Hanuyue JTAT wnn XTI ang noATBEpXAeHNA LarHo3a u onpe-
JeNIeHNs TaKTUKN NIEYeHNs, a TaKXKe KOHTPOMS ero pesysbTatos
[2,5,9,14,22,49,244,248]. TMpeanoytutenbHO BbinonHeHne KOG
B 3KCMepTHbIX LeHTpax JII BBUAY CMOXHOCTW BbINOJHEHUS W MO-
TEHLMANBHOr0 PUCKA OCIOXHEHWI, CBA3AHHbIX C npoLesypoi. B
3KCMepTHbIX LeHTpax J1I 4acToTa CepbesHbIX HEXenaTeNibHbIX fB-
neHnii He npesblwaet 1,1%, a cmeptHocTb — 0,055% [124].

OcHOBHbIMM NpoTMBONOKa3aHMaAMK s nposedeHus KMNOC sB-
naTCA: 06pasosaHue unn Tpomo B nonocty MK unu A, umnnas-
TUPOBAHHBLIN KapAMoCcTUMYNATOp (<1 Mecsua), MexaHW4eckui
TpUKycnuaanbHbli knanau, onepauus TriClip, ocTpas uHgekUms
UM HeobbACHUMAA nuxopaaka [2]. COOTHOLLEHNE puUCcKa U NOSb-
3bl OL|EHNBALBTCH UHAMBMIYANTbHO Nepes KaXabIM UCCeS0BaHNEM.
Haun6onee onacHoe ocnoxHerue KNOGC — nepcbopaums NA.

KMNOC BbINOMHAETCH NPOBOANUTCA B MOJIOXKEHUN J1EXa Ha CMHE, C
NOCTOSAHHBIM MOHUTOPUHIOM OCHOBHbIX (D3MONOTNYECKMX Napame-
TPOB. BHelHWit npeobpa3oBaTenb AaBNeHWUs KanubpyeTcs B Nono-
XKEHWUW NauMeHTa fexa Ha CNuHe Ha YPOBHE CPEeLHEnoAMbILLEYHON
NIMHUK, KOTOpas PaccHUTLIBAETCA KaK MOMOBMHA PACCTOAHUS MEXLY
nepegHen rpyauHHON NHUEN 1 NOBEPXHOCTbIO KPOBATU U COOTBET-
CTBYeT ypoBHIO J1My 6onblunHCTBA NauuenTos [9,125,244,248].

Hanbonee 6e30macHblii 1 KOMKOPTHBIA AN NauneHTa BapuaHT
BEHO3HOTO [0CTyna — KyouTanbHoln [9,126,244,248]. Takxe Mo-
XKET OblTb PACCMOTPEH OefpeHHbIA J0CTYN (HENpUMEHUM npu
YCTQHOBJIEHHOM KaBa-(puibTpe). SipeMHblil 1 NOLKNOYUYHBIA [0-
CTYN MeHee NpesnoYTUTeNbHbI BBUAY 60MbLIET0 PUCKA CEPbEe3HbIX
OCJIOXKHEHUI MecTa A0CTyna.

[ns KOMNEKCHON OLEHKN reMOAMHAMUKM HEOOXOAMMO M3Me-
puTb cneaytowie napametpbl: cpegHee AN, KOHEYHO-AnUAcTONM-
yeckoe pasnenue (KOO) B MK, cpegHee CLMA, OOMA, cpNA,
[N3N1A, CB, cepredHbin nuaekc (CU), ypapHbiii 06bém (VO), né
rOYHOE U CUCTEMHOE COCYAWUCTOE COMPOTUBIIEHUE, HACbILLEHWE
Kucnopoaom aptepuanbHoit (Sa0,) u BeHo3HoW kposu (SVO,), a
TaKXXe KPOBW U3 BEPXHEI N HUXHEN NONOIA BEeHbI N1 UCKITHOYEHNS
CUCTEMHO-NEroYHbIX WyHTOB (Tab6n. 6.10.). CB/CU Heobxoaumo

Ta6nuua 6.9. PekomeHpauum no oueHke hyHKUMOHaNbLHOro cTaTyca y 60nbHbix ¢ JII [9]F
Table 6.9. Recommendations for assessing the functional status in patients with PH [9]*

PekomeHpgaumu Knacc YpoBeHb
pekomeHpauuu | fOKa3aTenbHOCTH

Y 60nbHbIX ¢ JIT pekomMeHAyeTcs oLueHNBaTh (PYHKLIMOHAMBHBIA KNacc B C

COOTBETCTBUMM C (PYHKLMOHANBHOM Knaccudukaumern BO3 [2,3,5,9,22].

Bcem naumentam ¢ JII pekomenyeTcs npoBeaeHne TecTa 6-MUHYTHOI

X0/1b0bl C OLEHKOW MHAeKca no bopry, auHamuku 4GC, Afl, SpO, npw C

nyNbCOKCUMETPUM NPU NePBUYHOM 06CNEeS0BaHMN, NPW NOCTYNIEHUN B CTALOHAP,
ANHAMUYECKOM HabioaeHnn kaxable 6-12 mecsues [2,3,5,9,22].

PekomeHayeTcs NpoBeeHNe CNPOBEN03proMeTpumn naumeHTam ¢ JIAT ans oLeHKu
hmanyeckoi paboTocnoco6HOCTI B paMKax NepBrYHOro 06CneaoBaHus, Npu NOCTYNAEHUN B lla C
CTaunoHap 1 B NpoLiecce AUHAMIYECKOro HabnLeHns kaxasle 6-12 mecsaues [2,3,5,9,22].

lMpumeyanune: * agantuposaxo. Note: *adapted
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N3MepATb METOA0M TEPMOANMIOLUN NN NPSMbIM/ HEMPSMbIM Me-
Tonom ®uka [2,5,9,127,128,244,248].

[ns oueHku CB pekomMeHayeTcs Nenosib3oBatb MeTO TepMoau-
NOLWK, OLHAKO OH 4acTO LEMOHCTPUPYET 3HAYNTENbHYH0 NOTpeLL-
HOCTb Y 60MbHbIX JTT ¢ HU3kuM CB, Hanuymem BbipaXkeHHOR TP
W HeLOCTaTOMHOCTM KnanaHa JIA, npu HanM4yum naTonorm4yeckoro
cbpoca kposu npu BIIC. B aTom cnyyae 60nee TO4YHbIM 0Ka3blBa-
eTcs NpAMON MeTog PuKa, KOTopbIid TPe6YeT NPAMOro n3MepeHus
NoTpe6ieHns KNCIopoa, Mano40oCTyMHOr0 B LMPOKON NPAKTUKE.
Hanbonee npocTbiM NS UCNOSTHEHUS ABMIAETCA HENPSAMOW MeTof
®uka, Npu KOTOPOM NokKas3aTenb AO/HKHON NOTPEBHOCTM B KMCIIO-
poJie paccyMTLIBAETCSA NMPOrpaMmor ¢ y48TOM pocTa M Beca nawu-
eHTa. [JaHHbIA METOA NpUemsieM, HO ero LOCTOBEPHOCTb HECKOb-
KO HuXe ABYX Apyrux metogos [127-129].

Bce uamepeHns, Bkntovas [3J1A, [OMKHbI NPOBOAUTLCS B KOHLE
HOPMAanbHOro BbIAOXa (6e3 3afiepXKu Ablxanus). [na namepexns
napameTpoB LIEHTPAIIbHON reMOUHAMUKN UCMONb3YETCH MHOr0-
(PyHKLMOHaNbHbIA KateTep CBaHa-laHUa ¢ pasgyBaemMbiM 6anno-
HOM Ha KOHLe. HanbonbLLyt0 TEXHUYECKYH CIIOXKHOCTL Npu NpoBe-
neHnu KMOC npeactasnset umeHHo onpenenexue [O3M1A, kKoTopoe
OTPaXaeT [aB/eHue B NOCTKANWISPHOM fero4Hom pycne. Hop-
manbHoe [13J1A kone6netcs ot 6 40 12 mm pT. ¢T. YposeHb O3/1A
>15 MM pT. CT. CHUTAETCA NMOPOroBON BENNYNHON, YKa3bIBAKOLLEN
Ha MaToJIor 1o J1eBbIX OTAEN0B CepALa C NOBbILLEHNEM [aBMIEHEM
B NEr0YHbIX BeHax. bannoH no3sonsert katetepy CBaHa-laHua npo-
LBUraTbCA C TOKOM KpoBu B JIA [0 LOCTUXEHUSA 3aKNNHUBAHMSA B
MENKUX BETBAX COCYAMCTOrO pycna, nocfie 4ero 4yepes AucCTanb-
HbIA NOPT KaTeTepa perucTpupyeTcs NoCTKanuNspHoe AaBneHune
[127-129,244,248]. Y nauneHTOB CO 3HAYUMbIMWU U3MEHEHUAMN
BHYTPUrPYAHOr0 [AaBNeHWs BO BPEMS [bIXaTeNbHOr0 LMKMA (Ha-
npumep, npun XOBJ1, 0XXupeHWun, Npu BbINOSHEHUM HATPY304HON
npo6bl) LieNecoobpasHo yepeHUTb [aHHbIe, N0 KpaiiHel mepe, 3a

Tabnuua 6.10. OcHoBHbIE remofuHamuyeckue napametpol npu KMOC [2]

Table 6.10. Basic hemodynamic parameters at RHC [2]
WN3mepsembie napameTpbl

CpefiHee [jaBreHue B NpaBoM Npeacepaun
Cuctonunyeckoe AassieHne B NEFOYHON apTepumn
[lnactonnyeckoe naBneHne B NIEr0O4HON apTepuu
CpefHee fjaBneHue B NErO4HON apTepum

[laBneHne 3aknMHNBaHNUS B NErOYHOI apTepun
CepaedyHblii BbIGPOC

HacbiLeHne KMCNopoaoM cMeLlaHHo BeHO3HOM kposm (SvO0,)
HacbitieHne aptepuanbHoi Kposu Knuenopofiom (Sa0,)
CuctemMHoe apTepuanbHoe AaBneHine

PacyeTHble napameTpbl

JIéro4Hoe cocyaucToe conpoTUBEHNE

IHzeKc NEro4yHoro cocyancToro ConpoTMBIEHNS
O6uee Néro4Hoe CONPOTUBMEHNE

CepaeyHblii nHAeKC

YpapHbin 06bEM

[TogatnuBoCTb NErOYHOI apTeEpUM

TPU-4eTbipe AbIXaTesbHbIX LUukna. Mpu HeonpeaeneHHoCTU B OT-
HOLLEHUN TOYHOCTW U3MEPEHWs, HEeBO3MOXHOCTU OMnpefeseHuns
[N3J1A (Hanpumep, CNOXHOM MOPAXEHUN NETOYHbIX apTepuid Npu
XT3JIT) pekomeHayetcs namepenne KOO B JIXK [2,9,22,244,248]
Unn NpOBefeHne Npobbl ¢ BOAHOW Harpy3koi [4,130]. MocnegHuii
METOZ 3aKNto4aeTcs B 6bICTPON UHGY3uK (B Te4eHne 5—10 MUHYT)
500 mn (7-10 mn/kr maccol Tena) uU3noNorM4eckoro pacTeopa.
Yeenuyenne O3J1A o >18 mm pT. CT. MOXeT yka3sbiBaTb CHC®B
[129], xoT4 focTOBEpHbIE AaHHblE 0 6€30MaCHOCTU W ANArHOCTU-
YeCKOI LLeHHOCTN Npo6bl C BOAHO HArpy3KOM B HAacTosLLEee BpeMs
OTCYTCTBYIOT.

Mpn noao3perun Ha BIMC AononHUTENbHO AOMKEH ObiThb OCY-
LLIECTBNEH 3a60p KPOBW [/1i OKCUMETPUYM U3 BEPXHEN W HUDKHEN
MONbIX BEH M MOCNeAyHLIero pacyeTa COOTHOLLUEHUS NEro4HOro
1 CUCTEMHOTO KPoBOTOKA. SVO, >75% yBENN4NBAET BEPOSTHOCTL
Hann4ns neso-npasoro cépoca kposw n BIC [131,132,244,248].

KMOC mononHUTelbHO MOXET UMETb LiefbH OLEHKY onepabesb-
HocTu nauuenToB ¢ BIIC [2,5,9,14,127,244,248]. B atom cnyyae
ANs pacyeToB ucnonb3yetcs mMetod Puka. Takxe peKoMeHAyeT-
ca nposeaeHne KMOGC nauueHTam ¢ naTonoruen nesbiX 0TAEN0B
cepaua wunu natosiorueil NErkmx npu HeamMEKTUBHOCTU CTaH-
JapTHOW Tepanuu ana ouddepeHumnansHoro amarH03a v Bbibopa
CTpaTterun neveHns, nepes TpaHcnnaHTaumen cepaua, Nerkux umm
Komnekca cepale-nerkue [2,5,9,14,22].

lemofnHamMmu4yeckne napameTpbl MO3BOMAIOT MPOrHO3UPOBATL
KNUHNYeCKMe mcxodbl. Tak, nosblieHHoe cpeaHee MMM, HU3KMii
CW n Sv0, cBMAETEeNbCTBYIOT O BLICOKOM PUCKE HAcTyneHus da-
TaNbHOr0 UCX0/a B Te4YeHMe 6nMKanLLero roaa i Xyawem nporHo-
3e 'y 60nbHbIX J1AT.

MauuvenTam ¢ mpguonartuyeckoit, Hacnegyemon JIAT, JIAT npu
npuéme NeKapCTBEHHbLIX CPELCTB UMW TOKCUHOB ANs ONpefeNieHuns
noTeHumansHoi addekTeHocTM NneveHns BKK pekomeHayetcs

HopmanbHbie 3Ha4yeHus
2-6 MM pT. CT.

15-30 mMm pT. CT.

4-12 mm pT. CT.

8-20 mMm pT. CT.

<15 mMm pr. CT.

4-8 n/MuH

65-80%

95-100%

120/80 mm prT. CT.

0,3-2 eauHunubl Byna
3-3,5 eguHuy Bypa X m?
<3 egnHuy Byna

2,5-4,0 n/MUH X M2
60-100 mn

>2,3 MJI/MM pT. CT.

lMpumeqanne: [1s pacyeTHbIX NapameTpoB UCMOb3YHTCA Cregytolymne ghopmysbi: JlerouHoe cocyauctoe conpotusneqne (J1CC):
cplJTA-[13JIA/CB; O61wee nero4Hoe conpotusnerne: cp/TA/CB; Mogatnnsocts néroyHon aptepun: YO/ (CATIA-ALJIA) [2]. 1 eanHnya

Byna = 80 guH X cek X cm®

Note: The following formulas are used for the calculation parameters: Pulmonary vascular resistance (PVR): mPAPm-PWP/SV; Total
pulmonary resistance: mPAP/CO; Pulmonary artery compliance: SV/ (SPAP-DPAP) [2]. 1 Wood unit = 80 dynes X sec X cm™®
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BbinonHenue 0PI [2,5,9,11,14]. Kputepnamn nosioxXuTensHOM
0N ssnawTes: cHmkeHne cpJIA Ha =10 mm pT. CT. npu Ao-
CTVDKEHWUM aBCONIOTHBIX 3Ha4YeHnn <40 MM pT. CT. B COYETaHUU
C Hen3MeHHbIM unm yeenuyuswmumcsa CB [2,5,9,11,14]. ng BbI-
nonHeHns O®I naumeHTam nanMonaTu4eckon, Hacneayemoii J1AT,
JIAT npn npueme NeKapCTBEHHbIX CPEACTB WM TOKCUMHOB PEKO-
MEHAyeTCcsd NPUMEHeHWe Ba30MNaTaTopPoB — NPELNoYTUTENbHO
WHranauuoHHOro NIONPOCTa, HO BO3MOXXHO TaKXXe MPUMEHEHNE 1
WHTransLMOHHOIo okcmaa asota [2,5,22] (tabn. 6.11.). CornacHo
[AHHbIM KITMHUYECKNX UCCIIeA0BaHUI U PErMCTPOB KPUTEPUEB NO-
noxutenbHon Q@M moryt gocturate 10-18% naumeHtos ¢ UM
[11,13].

MaumeHTam ¢ gpyrumn doopmamu JIAT nposefeHne 0PI He pe-
komengyetcs [240,250]. [uarHoctuyeckas ueHHocTb O®I ans

[aHHbIE 0 BOSMOXHOM NPUMEHEHUN Npo6bl AN OLEHKU BO3MOX-
HOW 3P(PEKTUBHOCTN OMEepaTUBHOTO U 3HA0BACKYNAPHOIO fneye-
HUS, a TaKXXe NporHosa sadonesanuns [133,134,240,250].

Mpu NPOBEEHNI NHBA3UBHON ANATHOCTUKM B 3KCTMEPTHbIX LiEH-
Tpax, HaM4nK ONbITHOrO NEPCOHaNa 1 NPUMEHEHUN COBPEMEHHBIX
KOHTpACTHbIX npenapatoB puck ocnoxHeHuin KNOC muHumaneH
(B0 0,055%). Bo3MOXHbI OCIOXXHEHUS, CBA3AHHbIE C MECTOM [J0-
cTyna, camoii npoueaypoir KMOC, cocyamcToi peakuuen, KOH-
TPACTHbIM MpenapaToB, HapyLLeHsaMu putMa cepaua [124].

Mpu o6cnenoBaHMK NALMEHTOB ¢ Nogo3peHnem Ha XTI unu
06CcTpyKUMo JIA Opyroro reHesa PeKOMEHAYeTCcs BbINONHEHME
CENEeKTUBHON aHrnonynbMoHorpadgmn (06b614HO OHOMOMEHTHO C
KMOC) B ycnoBusax akcnepTHOro ueHTpa [5,22,45,49]. 310 nHBa-
31BHOE MCCNe0BaHNe ABMSETCA «30/10TbIM CTAHAAPTOM> [JMArHo-

nauueHTo ¢ XTAJIT noka He u3yyeHa. CyLIeCTBYIOT OTAENbHbIE ctukn XTIJI 1 no3BonseT onpeaennTb 06bEM, TUN NopaxeHns J1A

Tabnuua 6.11. Mpenapatb! Ans npoBeAeHUA 0cTPoil hapmakonoruyeckoil npobni [9]
Table 6.11. Medical drugs for acute pharmacological testing [9]

Mpenapar MNyTb BBEACHMA T1/2 Ho3sa OnutenbHoCcTb
OKCKA a3ota VHrIALUMOHHbII 15-30 cex. 10-20 ppm 5-10 MuH.
unonpocTt VHransiLnoHHbIA 30 MuH. 5-10 mKr 10-15 MuH.

[Tpumeyanne: ppm — 4acTuL Ha MUIIINOH B ra30Bol CMECH.
Note: ppm — parts per million in a gas mixture

Tabnuua 6.12. PexomeHpaLum no WHBa3WUBHOI AuarHocTuke y 6onbHbiIx ¢ JII 9]*
Table 6.12. Recommendations for invasive diagnostics in patients with PH 9]*

PekomeHnpauum

Knace
pekomMeHgaumuu

YpoBeHb
[0Ka3aTenbHOCTH

[TpoBefeHNe KaTeTepu3aLm NpasbIx OTAEN0B CepLa PeKOMeHAYeTcs Y 60MbHbIX C NOJ03PEHNEM
Ha Hanuyme JII ang noaTBepxaeHus amarHosa J1Al, onpedeneHns TakTUKK NEYeHUs, OLEHKN ero
pe3ynbTaTos [2,5,9,22,244,248].

PekomeHfyeTca BbIMOMHEHWE KaTeTepu3aumu MpasbiX OTAENO0B CEepALa B SKCMEPTHbIX LEHTpax
nri2,9,22].

Pekomenayetcsa nposeaenue KIMOC npeanoyTUTeNbHO ¢ MCNOSb30BaHMeEM KyOUTaibHOro goctyna [9].

[Mpn KMOC pekomenayeTcs onpeaeneHne NonHOro Habopa reMoAMHaMNYECKMX NapamMeTpoB COrMacHo
CTaHZapTHOMY NpoToKoNy [2,244,248].

PekomeHayeTcs npoBedeHue OCTPbIX hapmakonorndeckux npo6 npu KMOC ¢ Lenbl OLEHKK
BAa30PEAKTNBHOCTY AN1S OMpeAeneHns NoTeHUManbHON 3PEEKTUBHOCTU 6NIOKATOPOB KambLIMEBbIX
KaHasoB Y BCEX NaLeHTOB C nanonatnyeckoil, HacneacteeHHoi JTAT, JTAT npu npuéme nekapcTs unu
TOKCMHOB [2,9,22].

[na npoBeaeHns OCTPbIX hapmMakonorn4eckux npob peKkomMeHLYyeTcs MPUMEHATb UHraNSLUMOHHbINA
UNONPOCT WK OKcmp a3oTa [2,9,22].

PekomeHyeTCs UCNONb30BaTb KOMMMEKC CRefyloLmux Kputepnes nonoxntensHon 0PI cHvkeHne
cpJTA >10 MM pT. CT. C JOCTV>KEHMEM AOCOSIOTHON BeNnYMHbl <40 MM PT. CT. NpWU OTCYTCTBUU
CHUXEeHUS cepAeyHoro Bbibpoca [2,5,9,22].

[MpoBeneHne ocTpbix hapmakonornyeckux npo6 npu KINOC He pekoMeHAyeTcs Ans OLEHKU
Ba30PeaKTUBHOCTM Y NaLUEHTOB ¢ Apyrimu coopmamu JTT unn JTAT, 32 UCKNHOYEHUEM NANONATUYECKON,
HacnencteenHoi JIAT, JIAT npu npueme nekapcTs Ui TOKCUHOB [2,5,9,22,240,250].

[Mposeaerne KMNOC pekomeHayetcs y 60nbHbIX ¢ BMC ansa pelweHus sonpoca 06 onepadenbHOCTM
[2,5,9,14,244,248].

MpoBeneHne KMOC pekomenmyetcs npu JIT BCneacTBME NaTonorum neBbiX OTAEN0B Cepaua Wnu
NErknx ansg anddepeHuUnanbHON AMarHoCTMKK, Bbi6opa CTpaTerni ieYeHns, nepes TpaHcniaHTaumen
cepaua, NErkmx unu Komniekca cepaLe-nerkue [2,5,9].

lposeaerune KMNOC B coueTaHnN ¢ CENEKTUBHOI aHrnonynbMoHorpaduen ans onpeaeneHns obbéma
1 TUNA NOpaXKeHUs NEroYHbIX apTepuin peKomeHayetcs y 60nbHbIX ¢ XTAJT Ans noATBEpKAEHNs
[NarHo3a u peLLeHus Bonpoca 06 onepadenbHOCTM U BO3MOXKHOCTY NPOBELEHNS 3HA0BACKYNAPHOIO
neveHws [4,5,22,45,49,87].

lMpumeyanune: * agantuposaxo. Note: *adapted
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W PELUTb BOMPOC O JanbHemLeil TakTUKe neveHuns nayuenTa. Ce-
NEKTUBHAA aHrNONyNbMOHOrPadous BbINOHAETCA B PeXUMe JUru-
TanbHOW CyOTpaKLmMK B NpsAMOi 1 60KOBOM npoekumsax [22]. Kpo-
Me TOro, MeTOA HeobXoauM Ans BU3yanu3aLnn apTepMoBEHO3HbIX
Manbdgopmauuii nérkux u Hekotopbix BIC [14,135,136,244,248].

6.3.12. buoncus nérknx

lMpoBedeHNe Kak OTKPbITOIA, TaK U TOPAKOCKOMUYECKON 6ruoncum
NErkux CONPsHKEHO C CYLLLECTBEHHbIM PUCKOM OCNOXXHEHUIA, B TOM
4qucne n patanbHbIX. B pYyTUHHON KIIMHUYECKO NPAKTUKE 3TOT Me-
TOA 06bI4YHO HEe UCMONb3YeTCH.

» He pekomeHyeTcs npoBeAeHNe OTKPbITON U TOPaKOCKOMNYe-
ckom 6uoncun nérkux ans sepucpukavuu J1AT.

Knacc pekomeHpgaumm/ VYposeHb pokasatenbHoctH: Il C
[2,3,5,9,22].

6.4. [lnarHocTM4ecKuii anroputm

EBpasumnckue akcnepTbl aAanTMpoBayu AUarHOCTUHECKNA anro-
putm pekomengauuin no JIM ESC/ERS 2022 r. ¢ y4éTOM 0CO6€HHO-
CTEN KNMHUYECKON NPAKTUKM B HALIMX CTpaHax (puc. 1). Anroputm
06Cnej0BaHNA NMALMEHTOB C OAbIWKON W ApyruMu cumntomamm/
NPU3HAKaMK, BbI3bIBAKOLMMU NOAO3PEHNE Ha Hannyme J1TT, BKITtO-
YaeT nepBUYHOE 06CnefoBaHMe (War 1 u war 2) no MecTy Xu-
TeNbCTBA C Lienblo 0T60pa NALMEHTOB 419 CMeunanu3npoBaHHOro
[1006CNe0BaHNA B 3KCNEPTHOM LieHTpe (Luar 3).

War 1 (nopo3peHue). MaLeHTOB C NOLO3PEHNEM HA Hann4ue
JII KOHCYNbTUPYIOT Bpaymn 06LLe NpakTUKK, TepanesTsl, Kapamo-
nory, nynbMOHONOrM, PeBMaTonory. MNepeuyHas OUeHKa LOMKHA
BKIII04aTb JeTaibHblil C60P MEAULIMHCKOr0, B TOM YUC/E CEeMen-
HOT0, aHamMHe3a, TLIATeNbHbIA (OM3MKaNbHLIA OCMOTP, BKIHOYast

“3MepeHne apTepuanbHoro AasneHns (AL), 4acToTbl CEPAEYHbIX
cokpateHnii (4CC) n nynbcokcmumeTpuu, nposeaeHne IKI B no-
KOe, peHTreHorpacyuu opraHoB rpyaHoi knetku, ®B[, ynbTpassy-
KOBOI0 MCCNEL0BAHNSA OPIOLLHON MONOCTH, NA6OPATOPHbIX TECTOB.

9x0KT', Kak OCHOBHOM UHCTPYMEHT CKPUHWHIA, MO3BONIAET ONpe-
JNenuTb BepoATHOCTb Hanuyua JI. Maumentam ¢ OP pucka JTAT
unu XTIJIT npu HU3KOM BEPOATHOCTM JTT NOKa3aHOo ANHAMUYECKOE
ambynatopHoe HabsloJeHne N0 MeCTy XUTEeNbCTBA C Nepuoamnye-
CKUM BbInosnHeHneM IxoKI. JII MOXeT ObITb BbIiBIEHA CIyHaliHO
Npu BbINOSHEHUN TpaHCcTOpakanbHoi IxoKl no gpyrum nokasa-
Huam. Y naunentoB 6e3 ®P JIA[/ XTI npu cpenHeid n Bbico-
Kot BeposTHOCTW JII' fOMKHO 6bITb NMPOJOMKEHO 06CNe0BaHME
no MeCTy XWUTenscTsa. [pn CPeSHel unu BbICOKON BEPOSTHOCTH
JIT Bce naumenTtbl ¢ ®P JIAT/ XTI fomkHbl He3amMeanuTeNbHO
HanNPaBNATbCA B 9KCMEPTHbINA LEHTP AN 4006CNeJ0BaHMS, B TOM
4nCIe HA OCHOBAHUM TeNemMeLULMHCKON KOHCYNbTaLnK cneynanm-
CTa 9KCMEPTHOrO LIeHTpa.

War 2 (BbiABNEHME) BKMHOYAET TPaAWLIMOHHOE 06Cnea0BaHNe
nérkmx u cepaua. IxoKr u CBAM no3sonsitoT [UarHOCTMpOBaTh
NaTosorui nesbIX OTAEN0B CepAua, MUTPANbHOro/ aopTanbHOro
knanavos (rpynna Il). Mpu npoBefeHNN peHTreHorpadmm opraHoB
rpyaHon knetku, ®BJ ¢ oueHKol AMddY3NOHHONM CNOCOBHOCTU
nérkux, KT opraHoB rpyfHoi KNeTKn ¢ KOHTPACTHbIM YCUNEHEM
BbIfBNAOTCA 3a6onesanus nérkmx (rpynna Ill). OAng ckpuHuHra
XTI npoBoauTca cunHTUrpadus nérkux. bonbHbie ¢ Hanu4m-
eM nepdy3noHHbIX Aed)eKTOB NpU OTCYTCTBUU HAPYLUEHWIA BEH-
TUNALMN W/ UAU N3MEHEHNI NIEFOYHOI NapeHxumMbl Ha KT opraHos
TPYAHON KNETKI LOIKHbI HANPABNATLCA B GKCMEPTHbIA LEHTP AN
Bepudpukaumm XTI n oueHkM onepadensHocTu [27,45].

OppblLLIKa HEsICHOrO reHesa u/unu nofo3peHue Ha JlI
( aHamHe3, pusnkanbHoe o6cnesoBaque, nynbcokcumeTpus, KN, peHtreHorpadpus OrK, ®B[)

3KCTpEHHOE HanpaBneHUe NPy YrpoXatoLLMX
NpU3HaKax 1 npu nogo3perun Ha JIAT/ XTI

VckniodeHe HauGonee dxokapauorpacus
YacTbIX NPUYMH
Hu3kas CpeHss/BbICOKast
BepostHocTb JIT
3abonesaHue 3abonesaHue |
NerKkux cepaua
l l NanbHeiwwmi
v [MarHoCTUYECKMUA NoucK
|
e OB [lpyrue npuymnHbl
e liccnenoBanue o IxoKl dakrtopb! pucka JIA[/XTINT
(DYHKLUM NErKux u e CB3am I i
rasoBoro cocrasa e KT opraHos
apTepuanbHoii KpoBU TPYAHOI KNETK! HET Aa
* KT opraos * BNP/NT-proBNP BeneHue Neyenne ocHoBHOr0 |<—
TPYAHOU KNEeTK1 OCHOBHOIA ﬂx;gmg ;gﬁ;ge 3a6onesaHus
* CBIM naronoram
\
BbIsiBNEHbI
ReeKTbI Hanpasnenue B KCnepTHbIi
Bepudpukauus XTI nepysun |y eytp (knace I)
. KT-ANT . KomnnekcHoe 06c¢nefjoBaHue,

. KMNOC+cenekTnsHas

BK/1. B-I1 cumHTMrpadms

AT NErknx unm nepdy3noHHas
cunHTurpadoms + KT nérkux
«  (CB3M
. KMNOC+cenektusHas AN
. Onpepenexune
Pucyxok 1. luarHoctuyeckuii anroputm [9]* onep%ﬁeanocm

Figure 1. Diagnostic algorithm [9]*
lMpumeyvanne: * agantuposaro. Note: *adapted

| 28 | EBPA3VIVICKVIVI KAPOWIOSIOMNYECKUV XKYPHAST, 1, 2024



GUIDELINES FOR THE MANAGEMENT |1 2024 EAC GUIDELINES

Lliar 3 (Bepudhmkaums). B SKCnepTHbIA LLEHTP JOMKHbI HANpaBNsThb-
s naumeHTbl: (1) Npu BbISBNEHU CPeAHER/ BbICOKOI BEPOSTHOCTY
JIT; (2) npu Hannaum ©P JTAT (C3CT, BIIC, noptanbHas runepreH-
3us, BUY-uncpexkumns) wnn XTI (nepeHeceHHas TAJ1A, Hanuyue
®P) [2,22]. MauwneHTsl ¢ BbICOKUM puckom JIAT/XTIJIT npu Hanuyum
CpeaHeit/ BbICoKon BeposiTHOCTY JIT no aaHHbIM IXOKI OMKHbI He-
3amMelNNTeNbHO HANpaBnaTLCs B 3KCMEPTHbIA LEHTP. B nocnegHem
AHANU3MPYIOTCA Pe3ynbTaThl pPaHee BbIMOMHEHHbIX WCCEA0BaHUI,
npu He06X0AUMOCTU KNK4EBbIE UCCNES0BAHUA LOMKHbI ObITh NPOBE-
[IeHbl NOBTOPHO. B X0e KOMNEKCHOr0 06Cej0BaHMs B 9KCMEPTHOM
LIeHTpe NPOBOAUTCS AndhdepeHLmanbHas AUarHocTuka ans ycTaHoB-
neHus KnuHudeckon rpynnbl J1T7, a Takxe KNOC ans onpeaenexns re-
moanHamudeckoro tuna J1I u, npu Heobxoaumoctu, OO [9,22,27].

MauneHTam ¢ npekanunnapHoii JIM npoBoanTCs AONONTHUTESbHAS
AnarHoctuka ans sepucpukauum rpynnst | (JIAT) v rpynnet V (gpy-
rne peaKue CoCTOAHUS). B CIIOXKHBIX KITMHUYECKUX CUTYaLUsX U NPy
OLieHKe onepabenbHocTK nauuenTos ¢ BMC n XTI Heobxoanmo
NPOBECTU KOHCUIIMYM MYNbTUAUCLMANIIMHAPHOA KOMaHAb! Cheum-
aNuCTOB, BKNIOYAKOLLEN PEHTIEHONIOr0B 1 Kapauoxupypros [14,49].

[nsa ynydwerns panHen guardocTtuku JIAT n XTI, kak 3a6one-
BaHWI C HE6NArONPUATHBIM NMPOTHO30M, NPUMEHSAETCA KOMMNEKC-
HbIA NOAXOA: (1) CKPUHUHT B GECCUMNTOMHbIX Fpynnax BbICOKOro
pucka, Bkntoyas nauneHTos ¢ GCL (pacnpocTpaHeHHOCTb: 5-19%),
Hocutenel myTauuu BMPR2 (14-42%), 6nmxanwmnx poacTBEHHM-
KOB nauneHToB ¢ HJIAT, nauneHToB, NPOXOAALLMX 06CNefoBaHNe

neper TpaHcnnaHTauuen nevenun (2-9%) [2]; (2) paHHee BbifBne-
HWe y NALMEeHTOB C CUMMTOMAMM B Tpynnax pucka: npu nopranb-
Houi runepTensun [10,114], BUY-undpekumn (0,5%) [15], C3CT 6e3
CCL, npu KOTOPbIX OTMEYAOTCA HU3KIME NOKA3aTeNn pacnpocTpa-
HeHHocTM JIAT, 4TO 0BOCHOBbIBAET OTCYTCTBME HEOOXOLMMOCTU
CKPUHWHTA Y 6ECCUMNTOMHbIX 60bHbIX [139].

6.4.1. ['pynnbi pucka

CuctemHas cknepopepmus. Mpu nofo3peHun Ha Hanuyue J1AT
y naunentoB ¢ CGJl cneayeT yunTbiBaTb KIMHWUYECKME U AEMOrpa-
(huyeckne hakTopbl (0AbILLIKA, CYXOCTb KOXW, CUHAPOM PeliHo,
AUTNTaNbHbIE A3Bbl, MOXWUION BO3PACT, MYXXCKOW MOJT), a TaKXe
pe3ynbTaTtbl 06CNef0BaHNA (NOBLILEHNE TUTPA AHTUHYKMNEAPHbIX
aHTuten, N3J1 nerkon cteneHun, cHxeHne DLCO, noBbilleHNe Co-
oTHowWweHus OXXEST k DLCO unm yposHsa NT-proBNP) [137,138].

lMporpamMmmbl CKPUHUHIA NO3BONSAIOT BbIABUTH JTAT Ha paHHUX CTa-
ONAX 3a00/71eBaHMSA NPU MEHee BbIPaXKEHHbIX reMOANHAMUYECKNX
HapYLLEHNAX, 4TO CNOCOOCTBYET NyYLUE BbPKIBAEMOCTU NaLneH-
108 [140,141]. PazpaboTaHo HECKOMbKO airOPUTMOB CKPUHUHIA C
MCMOSb30BAHNEM KOMOMHALMW KITMHUYECKNUX NPU3HAKOB, AAHHbIX
9IxoKI, ®BI, NT-proBNP ans ot6opa nauuentoB CCJl, TpebyroLmx
nposefeHns KMOC [142]. MNpumeHeHne MOAENM, BKIHOYatoLLel
Knuuuyeckue cumntombl, DLCO n yposeHs NT-proBNP, no3sonser
BbISIBUTb MALWNEHTOB C KpailHe HWU3KOI BepoATHOCTbIO J1Al, KoTO-
pble He TpebytoT fanbHenwero o6enenosanusa [2]. Mpu C3CT 6e3
CC[ Bo3MOXHO npuMeHsTb cooTHoLeHne OXKENT/DLCO u faHHble

Ta6bnuua 6.13. PexomeHpaLum no BEAEHUH NALMEHTOB U3 rpynn CKpUHUHra [2]*
Table 6.13. Recommendations for the management of patients from screening groups [2]*

PekomeHnpauum Knace
pekomMeHgaumuu

YpoBeHb
[0Ka3aTeNbHOCTH

CuctemHble 3a6oneBaHns COeJUHUTENbHON TKAHU

PekomeHayeTca NPoBeAEHNE eXeroHoil oLueHKI pucka pa3sutusa JTAT y naumeHToB ¢ CUCTEMHOIA
cknepogepmueni [2,5,22,139].

Y B3pOCSbIX NALMEHTOB C ANUTENIbHOCTbLIO CUCTEMHON cknepoaepmun >3 net npu ®XKEJT >40%
1 DLCO <60% ans BbifBfeHN 6eccumnToMHOR JTAT peKOMeHZyeTcs UCnofib30BaTh anropuTm
DETECT [9,22].

Y NauneHToB ¢ CUCTEMHOI CKNepoJepMuert CreyeT oLueHmsatb puck JTAI Ha 0CHOBaHWN aHann3a
BbIPQXEHHOCTN 0AbIKY, AaHHbIX IXOKI nnn ®BJ, yposHs NT-proBNP [130,131].

Y nauneHToB C NepekpecTHbIMU 3260M1eBAHNAMU COELUHUTENbHON TKAHW CriefyeT paccMOTpeTh
@XErofiHyto OLeHKY pucka passutus JTAT [2].

Hpyrue chopmb! JIAT

PekomeHayeTca NpoBeieHNe eXXeroqHOro CKpUHNUHIA 'y HOCUTenel myTauui, BoidbisatoLux J1AT, u
y 6rmKainLumx poaCcTBEHHUKOB nauunenTos ¢ HIAT [2].

Pekomenpyerca nposeneHne IxoKl ans ckpuHudra JII y nauueHToB, HAXOAALMXCA B NUCTE
OXUAAHWNA TPAHCMIaHTaLMN nedenn [2,27].

Y naumentoB ¢ cumntomamu J1I npu Hanuyum C3CT, nopTanbHoii runepteH3umn, BUY-uHdekuum
cnepyet paccmoTpeTb nposedeHue IXoKI, oueHky yposHs BNP/NT-proBNP, ®B[ w/unn CB3M
ansa ckpunuHra J1AT [2].

PekomeHayeTcs nposeaeHne ckpuHuHra JIAT y nauueHToB Yepe3 3—6 MecsLeB nocne KoppekLum
BMNC 1 npu aMHamny4eckom HabNOAEHM C NOMOLLbIO KMHNYecKoi oueHkm, IKT n IxoKT [2,27].

XpoHuyeckas Tpom603mbonu4ecKas NEroyHas runepTeH3ns

MauneHTam cnepemcTUpyHoLLei UM BNEpBbIe BOSHUKLLEN ObILLKON MW CHXKEHNEM TONIEPAHTHOCTY
K (DU3NHECKUM Harpyskam nocse nepeHeceHHon TAJTA pekoMeHayeTcs NpoBejeHNe JanbHelLero
ANarHoCcTM4ecKoro 06¢nea0BaHuns Ans NCKIHYEHNA XPOHNYECKO TPOMO0IMOO0NNYECKO 6OME3HN
NErkux UM XpoHN4ecKon TPOME03MO0TNYECKOI NEFOYHOI runepTeHsum [2,27,45,49].

PekomeHayeTcs Cpo4HOe HanpaBneHue B 3KCMEPTHbIA LIEHTP nauueHTos ¢ cumntomamu J1I nocne
nepeHeceHHo TIJTA npu Hanuyum feddeKToB Nepdy3nn NErKNX cnycTs Tpu Mecaua 3 heKTUBHOI
AHTUKOArynsHTHON Tepanun nocne oueHkn pesynbtatoB IXOKI, yposHs BNP/NT-proBNP w/unn
CBAM [2,27,45].

lMpumeyanume: * agantuposaxo. Note: *adapted
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CB3M [2,139]. Cpeam nabopatopHbIX TECTOB CNeAyeT NpUMeHsATh
oLeHKy 6uomapkepos BNT/ NT-proBNP [2].

Hacnegyemas JIAT. B nepeyHe myTaLuii, KOTOPble acCOLMNUPO-
BaHbl ¢ passutuem JIAT, OMbIT CKPUHUHIA, KaK NPaBuUio, OrpaHu-
4nBaetca Hocutenamu mytauuu BMPR2 ¢ puckom passutus JIAT
B Te4eHue xXun3Hu 20% npu 60nee BbICOKON NEHETPAHTHOCTM NpU
HOCUTENbCTBE Y XKEHLWMUH (42%) MO CPaBHEHWO C MYXHYUHAMK
(14%) [143]. beccMMNTOMHbIM POLACTBEHHUKAM C BbISBIEHHbIMY
MyTauusamMu, Bbi3biatoLwmmu JTAT, Hanbosee 4acTo C LieSiblo CKpU-
HUHra npegnaraetcs exerogHas 9XoKI [40,41]. CKPUHUHIOBbIA
anroputm Bkntoyaet KT, NT-proBNP, DLCO, 3xoKI', CBAM u, npu
HeobxoaumocTm, KMOC [144].

XpoHuyeckas Tpom6oambonuyeckas NEroYHas rUNEPTEH3US.
Moaxoabl K paHHemy BbisineHWto XTAJIT nocne nepeHeceHHOo
TOJTA OCHOBaHbI Ha BbISIBMIEHUM MALMEHTOB C MOBbILIEHHbIM pi-
CKOM pa3BuTNA 3a6osneBaHus [45]. [JanbHelee ANarHoCTUYeCcKoe
o6crnefoBaHne LenecoobpasHo y 6ecCMMNTOMHbIX MAaLMEHTOB C
®P XTI yepes 3-6 mecsues nocne nepeHeceHHon TAJTA [8,49].

Onsg panHero BbiseneHns XTI onTumansHo 06cnefoBaHne
nauyeHToB ¢ cuMnTomMamu 4epe3 3-6 MecALeB Nocne OCTPOW
TONA, 410 cOBMAfaeT C PYTUHHOW OLIEHKO MOCNEe Havana aHTu-
KOarynsiHTHOM Tepanuu, 0LHAKO MOXET paccmatpuBaTbecs u 6onee
PaHHAS OLIEHKA Y MaLWeHTOB C KIMHUYECKUM yxyauweHuem [45]. Y
NauyeHToB C NEPCUCTUPYIOLLEA UM BHOBb BO3HUKLLEN OfbILUKON
nocne TAJA npumenstotcs IxoKI ans oueHku BeposaTHocTn J1T
nepy3aNoHHasa CUMHTUrpacoms NErkux Ans BbISABIEHUA CTONKMX
nedoektoB nepdpy3un. Mpu nogo3peHun Ha XTI y naumeHToB
¢ cumntomamu IxoKI™ aBnseTca MeTonoM nepsoi nuHum [6,87].
Ctolikne nedpektbl nepdpysun nocne octpon TIJTA coxpaHsoTcs
NoYTW Y MOMOBWHBLI MALUMEHTOB, OJHAKO WX KNWHUYECKAs 3HAYM-
MOCTb OCTaeTcs HesicHoM [2,38,144]. Y nauneHToB € cUMMTOMaMK
npu LOKa3aHHOM TPOMOOTUYECKOM NOPAXKEHWUN NETO4HbIX apTepuit
npu otcyteteun JII puarHoctupyetcs XTABJT [92]. CKpuHUHTY
XTI n XT3BJ1 cnoco6CTBYET NPOBEAEHNE ABYX3IHEPreTUYECKON
KT, cy6tpakunonHoin KT-nynbmoHorpacpun unu 3D MPT nérkux.
Ons neknovenus XTI mMoryT 6biTb MCNONb30BaHbI J1enaeHOB-
CKIE KPUTEPUM C Lienblo 060CHOBaHNA AanbHeiilero o6cnefosa-
Hus [45,145]. CBAM no3BonsieT BbIIBUTb XapaKTepHble MPU3HAKM
orpaHuyeHuns uanyeckon paéortocnocobHocTn [2,44,45,49,87].
MauneHTtam ¢ cumntomamu J1I nocne octpoit TAJTA cneayeT npoBo-
LUTb KOMMJIEKCHbIE MPOTrPaMMbl CKPUHWHIA, XOTS 40 HACTOSALLEro
BPEMEHU ONTUMANbHAs CTPATErn OCTAETCA HEOMPeLEeneHHON, 4To
TpebyeT NpoBefeHNs MeXLyHapOAHbIX MHOTOLEHTPOBBIX UCCNE0-
BaHuM [2].

6.5. OueHka pucka y nauueHTos ¢ JIAT

» PekomeHAyeTCs KOMMMEKCHbIA aHann3 AaHHbIX KIMHUYe-
CKOro ctatyca, (QYHKUMOHanbHbIX TecToB, IxXOKI, ypos-
Hs8  BNP/NT-proBNP, remoanHamnyeckux nokasaTenen
ONs OMpefieNleHns pucka CMEPTHOCTW Yy BCeX NalueH-
TOB C BMEPBble YCTAHOBEHHbIM AMArHO30M M B MpOLEC-
ce AMHAMWNYECKOro HabnofeHns kaxpble 3-6 MecsLles.
Knacc pekomenpauun/YpoBeHb fokasatenbHocTu: IB
[2,5,9,22].

« PekomeHpyetca oueHuBatb TsxecTb JIAI ¢ onpegeneHu-
eM puUCKa CMEPTHOCTW Y BCEX MaLMEHTOB, MOMyYatoLLNX
NAT-cneundmyeckyto Tepanui, Ha OCHOBAHUW aHanu-
3a ®K (BO3), auctanumm B T6MX, BNP/NT-proBNP, u,
npu Heob6X04MMOCTM, [OMOSHUTENbHLIX NapameTpoB BU-
3yanusaumn npaeblX OTAENIOB Cepaua U reMoanHamukm,
B MpOLECCe AWHAMUYECKOro HabnwheHns kaxable 3-6
MEeCsILleB C LENbl0 CBOEBPEMEHHOW acKanauum Tepanuu.
Knacc pexomexpauun/ YposeHb fokasatenbHocti: IB [2].
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Mpu HabneHN 32 NaUMeHTamun CreayeT BbIBAATH NPUSHAKY
KNWHUYECKOT0 YXYALIEHUS, CBA3AHHbIE C XYALIMMW UCxofami 1
TpebytoLLmMe CPOYHOro BMeLaTenbCTBa - 6bICTPOE NPOrpeccupoBa-
Hue cumntomatukm (OK III/IV (BO3)), KMHUYECKNE NPU3HAKK Auc-
yHKuum MK, cuHkone, npuaHakn HU3Koro CB, TaXenble aputmun,
HapyLUeHWe Unn yxyaLeHne reMouHaM14eckoro craryca (runoto-
HWA, Taxnkapans). Ha ocHoBaHWM KOMNNEKCHOro 06CNeA0BaHus C
NpUMEHeHeM MHOr0haKTOPHOI MoJenn cTpatnuKaLmm y Beex
NawuneHTOoB C YCTaHOBNEHHbIM AuarHo3om JIAT cneayet onpenenutb
CTaTyC pucKa Kak HU3KUA, NPOMEXYTO4HbIA 1 BbICOKWIA COOTBET-
CTBEHHO MPU OLEHOYHON FOANYHON CMEepPTHOCTN <5%, 5-20% u
>20% COO0TBETCTBEHHO (Tabn. 6.14.) [2]. [0 LaHHbIM PerucTpos,
B rpynnax NpoMeXyTOYHOTO W BbICOKOTO PUCKA rOAMYHas CMepT-
HOCTb OKa3anach BblLLE, YeM NPOrHo3upoBanoch paxee [146,147].
Kputepusamu Hu3koro pucka sensatotcs ®K | unu Il (BO3) npu guc-
TaHuuu B T6MX >440 m, OMNMN <8 mm pT. cT. u CU >2,5 n/muH/m?
[148]. Y mHorux naumentos ¢ JIAI nokasartesnn KIMHUKO-(PYHKLM-
OHaNbHOro, reMOAMHAMNYECKOro CTaTyca, N1abopaTopHbIX TECTOB,
JaHHbIX IXOKI/MPT 1 T.0. MOTYT OTHOCUTBCS K Pa3HbIM KaTeropu-
aM pucka. [pn Hanuyum eaMHCTBEHHOTO MapameTpa, yKasblBalo-
LLIero Ha 60s1ee BbICOKNIA PUCK, UCXOMHbIA N JOCTUTHYTbIA PUCK Y
60mbHbIX ¢ JTAT onpefensieTcs Kak NpoMeXyTOUYHbIA W BbICOKWA,
4TO JOMMKHO Y4UTLIBATLCA NPU BbIGOPE TAKTUKK NieYeHus [5,9].

KnnHuyeckas oueHka Heob6xoauma [Nis OnpefefieHns TAXKeCTU
NaLMeHTOB C YCTaHOBNEHHbIM AnarHo3om JIAT. Mpu auHamunye-
CKOM HabntofeHn cneayeTt y4nTbiBaTb Hann4ne 06MOpPOKOB, Kpo-
BOXapKaHbsi, 60nei B rpyau, NpU3HaKoB NpaBoXxenya04kosoit GH.
[pn hM3nKanbHOM OCMOTPE OLEHWBAKTCA 4acTOTA CEPAEYHbIX
COKpALLEHNIA, apTepuanbHOe AaBfieHne, Hannyne LUMaHo3a 1 pac-
LUMPEHNA APEMHbIX BEH, OTEKOB, acuuTa, MyieBpanbHOro BbINoTa.
®K (BO3) ocTaetcs ofHUM W3 Hanbonee BaKHbIX NPEAMKTOPOB
BbKMBAEMOCTU nauueHToB ¢ JTAT kak npu yCTaHOBNEHUN AnarHo-
33, Tak 1 npu JuHamum4eckom HabnwogeHun [9,22,148,149,245].
T6MX sBnsetcs Hambonee AOCTYMHbIM METOAOM OLEHKM hn3u-
4eckoii paboTocrnoco6HOCTU NaLMeHTOB, OAHAKO [0CTOBEPHOM
CBA3N MeXAY YBennyeHuem guctaHumm B T6MX n LOArocpoyHbIM
NPOrH030M NauueHTOB, BKNOYAs CMEPTHOCTb OT BCEX MPUYMH, F0-
CnuTann3aunm no noeoay KnuHuyeckoro yxyawenus JTAT, TpaHc-
niaHTauumM NErkNX Unu KomMnnekca cepaue-nerkue, no AaHHoivM 22
KNUHUYECKUX MCCefoBaHunil, He BbisienieHo [118]. BmecTe ¢ Tem,
YCTAHOBJIEHbI MOPOroBble 3Ha4YeHNUs auctaHumm B T6MX, ykasbi-
BAKOLLIME HA HANUXYALIYIO U HAWAYYLLYIO FOANYHYI BbDKIBAEMOCTb
naumenTos ¢ JIAI — <165 m n >440 m, cootsetcTBeHHO [150]. B
psfie UCcCneioBaHmil nokasao, 4to ouexka 4GC n Sp0, npu nynb-
COKCUMETPUM B AUHAMUKE MOXET YNYYLIWUTb MPOrHOCTUYECKYH
3Ha4yumocTb MeToda [150-152].

Ouetka VO,peak npu CBIM ocTaetcst Hanbonee TO4HbIM UHTE-
rpanbHbIM MOKasaTenem, OTpaXarowmum YHKLUMOHANIbHOE COCTO-
AHME W KOMMNEHCATOPHble BO3MOXHOCTU CEepLeYHO-COCYAUCTON,
NEroYHON 1 MblLLEYHON CUCTEM, U MOXKET 6bITb UCMOMNb30BaHa Ans
oueHKn ctenenu Tsxectn JIAT u nporHosa [120,122,249]. 3Havde-
Hus VO,peak <11,4 mn/mun/kr u VE/VCO, >45 accounmpoBanbl ¢
HU3KOM BbDKBAEMOCTbIO Y NaumeHToB ¢ JIAT [2,9,22]. OaHako npo-
BeaeHne CBIM BO3MOXHO MCKITHOYUTENBHO B AKCMEPTHbIX LEHTPaX,
YTO OrpaHM4MBAET WMPOKOE NPUMEHEHNE B PYTUHHOM NPAKTMKE.

Busyanusauus cepaua urpaet BaXHY posib Npu HabnoaeHNN
3a nauyuentammn ¢ JIAT. Pag 9xoKr- n MPT-napameTpoB umetoT
NPOrHOCTUYECKOE 3HAYeHNe, 4TO NO3BOMSET OLEHUBATL (DYHKLNIO
MK B puxamuke (tabn. 6.14.) [2]. B otnuyme ot IxoKT, npose-
neHue MPT cepaua y 60nbHbIX ¢ JIAT BO3MOXHO UCKIHOYNTENIbHO
B 9KCMEPTHbIX LIEHTPaX, 4TO OrpaHN4K1BaET LINPOKOE NPUMEHEHME
METO/2 B PYTUHHON NPAKTUKE.
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Hanbonee 3Ha4UMbIMU NPOTHOCTUYECKUMU NOKA3aTensmMu npu
KOG senatotes CB, MM, a Takxe Sv0,, oTpaxatowine (yHKLMO
MX [2,5,9,22]. Cnepyet nog4epkHyTts, 410 CONA unu cpAJ1A He
paccMaTpUBaOTCS B KA4ECTBE 3HAYUMBIX, C TOYKW 3PEHUS MPOrHO-
3a, reMOAMHAMUNYECKNX noKa3aTesiein. Yny4ylleHne KIMHUYeCKOro
COCTOSHMA 60JbHbIX ¢ JIA[ CONPOBOXAAETCH JIULLb HEBOJbLUNM
CHUXeHNEeM Ha 3-7 MM PT. CT., @ CHUXEHWUE COKPaTUTENbHOI Cno-
cobHocTu K, Kak npasuno, NpUBOAUT K OTHOCUTENIbHOMY CHU-
xenuto cpl/1A [5,10]. icknioyeHne coCTaBNAOT NaLMEHTb! C M0-
noxutensHoi 0D, y kotopbix Tepanus BKK MoxeT npusectn K
3HAYNTENBHOMY CHIDKEHWIO 1 Jaxe Hopmanudauum cplJiA [3,4].
Cpenm nabopartopHbIX MapKepoB NPOrHo3a Hanbosbllee 3Ha4YeHne
coxpaHstoT BNP/ NT-proBNP, ypoBHN KOTOPbIX HaZieXXHO KOppenu-
PYIOT C noKasatensmin OyHKLMOHANIbHOTO 1 reMOANHAMUYECKOro
CTaTyca, a TakXe CTPYKTYPHO-(DYHKLMOHANBLHOIO coCcToAHMA MK
[2,5,9,22].

HenHBasMBHbI METOL OLEHKM PUCKA, OCHOBAHHBIN HA UCMOSIb-
3oBaHnu Tpex kputepues: OK I-11 (BO3), auctanuma 8 TGMX >440 m
1 NT-proBNP <300 nr/mn/ BNP <50 nr/mn, npumeHsieTcs Ans Bbl-

ABJIeHMa nauneHToB JIAT, JOCTUrAlOWMX U COXPaHSIOWMX CTaTyC
HU3KOro pucka [148,153]. Hucno ykasaHHbIX KpUTepueB Mo3Bo-
MU0 TOYHO MpefCcKa3biBaTb 6ECCOOLITUIIHYIO BbKMBAEMOCTb W
WAEHTUNLMPOBATL KOrOPTY NALWUEHTOB HWU3KOTO puUCKa CMepT-
HOCTW OT MOObLIX NPUYUH Y BMEPBbIE BbISBEHHbLIX NaLWEHTOB BO
(hpanuysckom peructpe u B peructpe COMPERA. B npouecce au-
HaMUYeCKOro HabNoAeHUs NPy HEOOXOANMOCTYU YTOYHEHNS puCKa
cnefyet NPUMEHsTb OLEHKY JOMNOSTHUTENbHbIX NapaMeTpOoB BU3Ya-
nn3auum cepaua u reMoANHaMUKH.

B pekomengauuax ESC/ERS 2022 r. BnepBble NPeAnoxeH HeuHBa-
3WBHbIN NOAXO0Z K CTPATUMUKALMM PUCKA Y NALMEHTOB, NOMTY4AOLLIUX
NAT-cneumnduyeckyto Tepanmio, ¢ y4eToM T0ro, 410 60-70% 601b-
HbIX COXPAHSAOT NPOMEXYTOUHbIN pUCK [2]. B 3apy6exxHOR NpakTuke
BblAeNIeHNEe NOATPYNN NPOMEXYTOYHO-HU3KOr0 M MPOMEXYTOYHO-
BbICOKOIO pUCKA NO3BOJISIET pacCMaTpuBaTh NOAXOAb! K 3CKanauuu
cneunguyeckon Tepanun. B poccuintckoin nNpakTuke 40 HACTOALLEro
BPEMEH! He 3aperucTpupoBaHbl NapeHTepaibHbIe aHanoru npocTa-
UMKIWHA, 4TO He MO3BONSET UCMONb30BaTh MPEASIOKEHHBIA anro-
pUTM CTpaTMCUKALMK pUCKa A1 ONTUMMU3ALMM Tepanin.

Tabnuua 6.14. OueHKa pucka y NaLMeHTOB ¢ NEroYHOI apTepuanbHoi runeptexauen (rpynna 1) [2]*
Table 6.14. Risk assessment in patients with pulmonary arterial hypertension (group 1) [2]*

MapameTpbi pucka’

KnuHuyeckune npusHaku
npasoxenyno4kosoit GH

[TporpeccupoBaHue
3a060neBaHus

CuHkone
®K (B03)
Jnctanums B T6BMX

CBIM

poMEeXyTOoUHbIA pUCK
5-20%

HeT

NnocTeneHHoe

penKmne?

165-440 m

VO, peak 11-15 mn/mun/Kr
VEAICO, 36-44,9

BNP 50-300 Hr/mn

BNP/ NT-proBNP NT-proBNP 300-1400 Hr/mn

nnowazb M 18-26 cm?

AxoKI/ KT/ MPT 4 HEb60MbLLION NepuKkapamnanbHbIi BbINOT
TAPSE/CLJTA 0,19-0,32 Mm/MMm pT. CT.
[T 8-14 mm pT. CT.

KMoGC CW 2,0-24 n/mut/m?

Sv0, 60-65%

[pumedanus: 'llapameTpbi PUCKA yKa3bIBAIOT HA NIPEANOAAraemyto CMEPTHOCTL B TEYEHNE OFHOI0 roja;

2Hannyne peaknx CMHKOME BO BDEMS TSXKEON (DU3NYECKOI Harpy3Kun nim PEAKNX 0PTOCTATNYECKNX CUHKOME;

3[10BTOPHbIE 3MN30AbI CUHKOME, IPY HEOObLLION WM 00bIYHON (DN3NYECKON aKTUBHOCTY;

“B npotokone MPT cepaua Ha HU3KWA, MPOMEXYTOYHbIN, BbICOKUIT PUCK NIETASTLHOCTY YKa3bIBAIOT CIEAYIOLINE NIApaMETPbI: (hpakums BbIbpOca
[TX >54%; 37-54%, <37% c00TBETCTBEHHO,; YU >40 Mi/m?; 26-40 Mi/m?; <26 MIY/M?; MHAEKC KOHEYHO-CCTOIMYECKOr0 00béma K <42 mi/m?;
42-54 mi/m?; >54 mi/m? coOTBETCTBEHHO [2].

*a4antmpoBaHo

BNP — mo3rosoii Hatpuitypetndecknii nentug, NT-proBNP — N-TepmuHarbHbiii MO3roBOV HAaTpHAYDETUYECKUA NenTug; Sv0, -carypauuns
CMeLLaHHON BEHO3HOU KpoBy; TAPSE— cucTonm4eckas aKckypeus Konbua TpuKycruaansHoro knanaxa, VE/VCO, - BBHTMHHLIMOHHbIM
aksuanent, VO peak — nukosoe I70Tp66/78HM8 kucnopoga, Al - aasnexne B npasom npeacepann; GLJTA - ciCTOnMYECKOE JaBreHne Ba
néroyHovi aptepun; CYl — cepreyHbIN HAEKC

Notes: 'Risk parameters indicate expected mortality within one year;

2Presence of rare syncope during heavy physical activity or rare orthostatic syncope;

3Repeated episodes of syncope with little or normal physical activity;

“In the cardiac MRI protocol, the following parameters indicate low, intermediate, and high risk of mortality: RV ejection fraction >54%, 37-54%;
<37% respectively; Ul >40 mli/m?; 26-40 mi/m?; <26 ml/m?; RV end-systolic volume index <42 ml/m?; 42-54 mi/m?; >54 ml/m?, respectively [2].

BNP — brain natriuretic peptide, NT-proBNP — N-terminal brain natriuretic peptide; Sv0, - saturation of mixed venous blood; TAPSE - tricuspid
annulus systolic excursion; VE/VCO, - ventilation equivalent; VO peak — peak oxygen consumpt/on RAP — right atrium pressure; SPAP — systolic
pressure in the pulmonary artery; Cf - cardiac index

*adapted
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6.6. lunamu4eckoe HabnofeHue 3a 6onbHbIMK ¢ JIAT

NS OUEHKM TSHXKECTW COCTOSHWA/ CTpaTUdUKALMM pucka Ha
KXZ0M BU3UTE NPOBOLMUTCA aHANM3 KITMHUYECKOr0 CTaTyca y Kax-
[0ro naumenTa ¢ J1AT, BK/o4as aUHaMNKY Xano6 (BbIpaXXeHHOCTb
OLbILLKKM, HANU4YNe CUHKONe, 601K B rPyau, nepuepuyeckux oT-
€KOB, Hann4ne/ xapakTep HapyLeHWd puTMa Cepaua), 3MeHeHue
TONEPAHTHOCTU K DU3NYECKOI HArpy3Ke, a TakxKe NMPUBEPXKEHHOCTb
Tepanuu. pn ¢u3nKanbHOM OCMOTPE OLEHUBAKTCA MPU3IHAKN
npasoxenyfo4kosoit CH u Sp0, npu nynbcokcumeTpun. Maunen-
Tam JTIAI ¢ ®K [lI-IV (BO3) crneflyeT pekoMeHA0BaTh BECTU AHEBHUK
A[l, nynbca, Beca Ans OLEHKW Ha BU3UTe HabNoaeHus. Pe3ynbTa-
TOM onpoca 1 ocMoTpa 60nbHOro sBnsetcs oueHka K (BO3), Ko-
TOPbIA, HECMOTPS Ha CYObEKTUBHOCTb OLIEHKM, 06/1a[jaeT BbICOKOW
npeLcKasatenbHOM LeHHOCTbo [22,154]. Veenuyenne OK saBnset-
CH OJHWUM N3 BaXKHbIX NOKas3aTenein nporpeccupoBaHus 3a6onesa-
HUS 1 TPeOYeT NOKUCKA NPUYNH KIMHUYECKOTO YXYALLEHMs [2].

B tabnuue 6.15. npeacTaBneH nepeyeHb 0653aTenbHOro obene-
[l0BaHWsA naumeHToB ¢ JTAT npu yCTaHOBNIEHUM ANArHO3a, a TAKXKe
npy ANHaAMU4eckoM HabntofdeHumn vyepe3 3-6 u 6-12 mec. Cneayert
06paTUTb BHUMAHWE, YTO NPU NOA03PEHUN HA KIIMHUYECKO. YXy .-
LeHue y nauuenTos ¢ JIAl cneflyeT NOBTOPUTb BECb MEPBUYHbIN
KOMIM/EKC WUCCNefOBaHNIA, HANPaBIEHHbIA HA [eTanbHY OLEHKY
(PYHKLMOHANbHOMO 1 reMofuHamnyeckoro craryca [3,7]. K 0CHOB-
HbIM Nab0OPaTOPHbIM TECTAM OTHOCATCS OOLLNIA U BUOXUMUYECKNIA
aHanmsbl kposw, Bkto4as ACT/ANT (y naumeHTOB, MOYyYAKOLLUX
AP9), onpegenenune BNP/NT-proBNP, MHO (y nauweHToB, nony-
YaOLLMX aHTaroHUCTbl BUTaMmUHa K). [lononHuTeNbHble Nabopa-

TOPHbIE TECTbI BKITHOYAOT OMpPeeNeHIe TUPEOTPONHOI0 roPMOHa,
TPONOHMHA, MOY€EBOI KNCNOTbI, OLIEHKY HapYLLEHNI 06MeHa Xene-
3a ()Keneso, heppuTiH, TpaHceppuH) u ap. [5,9,22].

A6CONOTHbIE BENNYUHBI gucTaHuuu B TBMX, n3mepeHHol B Me-
Tpax, UCMONb3YTCA ANA CTPATUMKALIMN pUCKA, aHANU3MUpPYeTCs
OnHamuka mexxay Buautamu. Mo gaHHbiv peructpa REVEAL, cHu-
XeHune auctaHumn B T6BMX 6onee 4em Ha 15% accouumpoBanoch
C HebnaronpuATHbIM NPorHo3om [155]. Mpu BbinosHeHun TEMX
CneayeT OLEHNBATb BbIPXKEHHOCTb OAbILLKM MO WKane bopra, au-
Hamuky All, 4CC, Sp0, npu nynscokcumetpum [118,156].

B xome anHammyeckoro HabnoaeHns 3a naumentamu ¢ JII IxoKr
0CTaeTCs [OCTYMHbIM W 6€30MacHbIM WHCTPYMEHTOM (pasfgen
6.3.4.) [2-5,9,10,14,15,22,49]. lpu HEJOCTATO4HON NHEOPMATHB-
HocTu IxOKI naumeHTtam ¢ JTAT pekomeHayetcs nposefeHne MPT
ans To4Hoii oueHkn YO u CB [2]. Hanbonee WHOPMATUBHBLIMN
MPOrHOCTUYECKMMI NOKA3ATENAMMN ABNAIOTCA CHUKEHME dpakunm
Bbl6poca MK, KOHEYHO-ANACTONNYECKNA UHLOEKC U KOHEYHO-CU-
cTonnyeckuin nuaeke JIXK [2,157,158].

B HacTosiliee BpemMst OTCYTCTBYET [oKasaTenbHas 6asa B Mosib3y
BbINOMHeHUs perynapHbix KMOC ans OCTUXKEHUS NYYLINX MCXOA0B Y
naunenTos JIAT. Bo MHOMMX 3KCnepTHbIX LeHTpax nposegeHue KMOC
OCYLLECTBASETCSA HA PEryNspHOI OCHOBE, HE PeXe OJHOr0 pasa B rof,
B APYrUX — Kaxable 3-6 Mec. npu Heo6XoAUMOCTU MEPecMOTPeTb
06bém JIAT-cneumdonyeckoii Tepanun UK PeLLnTb BOMPOC O Mpo-
BEIEHUM NpeACepaHOA CEenTOCTOMUM /WA MOCTaHOBKE NaLMeHTa
B NIUCT OXWAAHMs TpaHcnnaHTauun. OcTaeTcs OTKPbITbIM BONPOC O
nokaszanusx K BbinonHeHuto KMNOC ans anHamuyeckoro HabntoaeHus

Tabnuua 6.15. Mepeyenb 0683aTenpHoro o6cneaosanns nayueHTos ¢ JIAI npu guHamuyeckom Habntogexuu [2]*
Table 6.15. List of mandatory examinations of patients with PAH during follow-up [21*

WcxopHo

KnuHunyeckas oueHka (OK)

TecT 6-MUHYTHOI X04b6b!

Anannabl kposw (Bkn. NT-proBNP)2®
KT

9IxoKT

OueHKa ra3oBoro cocrasa KposH
UIN NYNbCOKCUMETpUS?*

OnpOCHMKN 151 OLI@HKMN
Ka4yecTBa XM3HM

CBIM

Yepes 3-6 mec. nocne
KoppeKwun Tepanuu’

Kaxpnble 6-12 mec. y
CTabUNbHbIX 60NbHBIX'

Tpn KNMHUYECKoM
YXYALIEHUH

Knoc

lMpumeqanns: 'Y BrepBbie BbisBAEHHbIX NayneHToB ¢ JIA nocne Havana JIAT-crieunghmyeckoii Tepanuu cregyeT npoOBECTH MePBbIi
KOHTPOIbHbIV BUINT Yepe3 3-4 mec. CPOKN [abHEALIEro HabIoA6eHNs JOTIXKHbI ONPeSTECA NHANBUAYAbHO B 3aBUCUMOCTY OT
KIWHUYecko cutyaumn, stnonorum JIAT, kKateropum pucka, conyTCTBYHOLLEA NaTonory.

20cHoBHble 1abopaTopHbIe TECTbI BKIOYAKOT 00Lynii aHamm3 kposu, MHO (y naymeHToB, nomyYatoLmx aHTarOHNCTbl BuTamuHa K),
ONOXUMUYECKNI aHATINZ KPOBY (KpeaTUHUH, HaTpuil, kanmi, ACT/AJIT, 6unupyouH), BNP/NT-proBNP.

$[lononHuTebHBIE 1a60paTOPHbIE aHamm3bl (TTI, TDONOHNH, MOYEBAs KNC/IOTA, YPOBEHb XEe3a U T. /].) MPOBOAATCS B 3aBUCUMOCTYU OT
KIIMHUYECKUX 0COBEHHOCTEN naLmneHTa.

“0LeHKy ra3o0Boro coctaBa KpoBu CefyeT npoBOANTb NPU HA4YasbHOV OLIEHKE, a NPY AUHAMUYECKOM HAOTIIOAEHNN Y CTAOUITbHbIX
nayneHToB BO3SMOXHA 3aMEHa Ha MyJlbCOKCUMETPNID.

* aanTupoBaHo.

Notes: In newly diagnosed patients with PAH, after the start of PAH-specific therapy, the first follow-up visit should be carried out after
3-4 months. The timing of further observation should be determined individually depending on the clinical situation, the etiology of PAH,
risk category, and concomitant pathology.

2Basic laboratory tests include complete blood count, INR (in patients receiving vitamin K antagonists), blood chemistry (creatinine,
sodium, potassium, AST/ALT, bilirubin), BNP/NT-proBNP.

SAdd. laboratory tests (TSH, troponin, uric acid, iron levels, etc.) are performed depending on the clinical characteristics of the patient.
“Blood gases should be assessed during the initial assessment and may be replaced by pulse oximetry during follow-up in stable pa-
tients.

*adapted
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CTabUNbHbIX NaLMeHTOB. 104X0/bl OTNIMHAKTCS MeXAY SKCNEepTHbIMY
LieHTpamu, Ha4uHas OT PerynsipHoi WHBA3WBHOM OLIEHKN reMOAMHA-
MUKW 10 NPEUMYLLECTBEHHO HEWHBA3UBHON CTpaTerun HabmoaeH!s
32 60/1bHbIMN.

YpoBHu BNP/NT-proBNP KoppenmpytoT ¢ TXKeCTblo AMCHYHKLMM
MK 1 JalT NPOrHOCTUYECKYD MHGOPMALMIo NpK YCTaHOBNEHUN
[NarHo3a u BO BPeMs AWHAMWUYECKOr0 HabMAeHUs 3a NaLMeHTOM
[2]. Xota BNP umeet 6oree TECHYIO KOPPENsALMOHHYIO CBA3b C re-
MOAMHAMUYECKMN NapamMeTpamMu U B MeHbLUEA CTeneHn 3aBucuT
0T doyHKumu noyek, NT-proBNP npepcrtasnsietcs 60nee CUSbHbIM
nporsoctuyeckum mapkepom [159]. KonueHtpaums BNP/NT-proBNP
NMEeT 3HA4UTENbHYH BapnabenbHOCTb, MOITOMY Pe3ynbTar Cneayet
WHTEPNPETUPOBATb C Y4ETOM KITMHUYECKON CUTYaLMK.

6.7. PexomeHgauuu no popmynmpoBKe AuarHo3a

1. 127.0 gnonatuyeckass NnérovyHas runepTeH3us. OYHKLWO-
HanbHbIi knacc [l (BO3).

OcnoxHenus: OTHOCUTESIbHAA HEA0CTAaTOYHOCTb TPUKYCNNAAS b-
HOTO KnanaHa 2 cTeneHn. XpoHu4yeckas cepreyHas HeLoCcTaTouy-
HOCTb. OyHKUMOHaNbHbINA Knace Il (NYHA). Tmaponepukapa,.

2. 127.8 J1éroyHan aptepuanbHas runepTeHsus, accounmnpoBaH-
Has C HACNeACTBEHHbIM reMopparu4eckuM aHrnomaro3om (60/e3Hb
Pangro-Ocnepa: NOpTOKaBaNbHbIA LUYHT €O 3HAYUMbIM COPOCOM
Cr1eBa HanpaBo; MHOXECTBEHHbIE aHEBPU3MbI BHYTPUMEYEHOYHbIX 1
BHENEYEHOYHbIX apTEPUN, Cele3eHO4HON, BPbDKEEYHOI apTepun) u
nopTanbHoi runepteHsnen. GyHkumoHanbHbii knacce il (BO3).

OcnoxHenus: OTHOCUTENIbHAA HE0CTaTOYHOCTb TPUKYCNNAASb-
HOr0 KnanaHa 3 cTeneHu. XpOHWYeckas ceprevHas HemocTaToy-
HocTb Il ®K (NYHA). Uuppo3 neyYeHn COYETAHHOW 3TUONIOTUN.
Bapuko3Hoe pacLumpeHune BeH nuiesoaa 2 Cr.

3. 127.8 J1éroyHas apTepuanbHas runepTeH3ns, acCoLMMpoBaHHas
C BPOXAEHHBIM MOPOKOM CEPALA-OTKPbITHIM apTepuarnbHbIM Npo-
ToKOM. CuHapom JiizeHmeHrepa. ®yHkUnoHanbHbIi knace 1V (BO3).

OcnoxHenus: 1) OTHOCUTENbHAA HeJOCTaTOYHOCTb TPUKYCMNAANb-
HOro KnanaHa 3 cTeneHun. 2) XpoHu4eckasn cepaeyHas HeJocTaTou-
HOCTb. PyHKUMOHaNbHbIA Knacc IV (NYHA). [paBocTOpoHHNIA rnapo-
Topakc. Mmaponepukapd. Acumut. 3) AHeBpu3ma NEro4HOro CTBOSA.
OTHOCWTENbHAA HeJ0CTaTOYHOCTb KranaHa Néro4Hoii aptepum 2-3
CT. 4) HapyLueHust putMa 1 NpoOBOAMMOCTM CepALa: NapoKCU3Masb-
Has (popma TpeneTaHns NpeLcepamni, aTpUOBEHTPUKYNIAPHAA 6110Ka-
Aa 1 cr. 5) MNape3s neBoro BO3BPATHOr0 rOPTaHHOIO HepBa.

4. 127.8 XpoHuyeckas Tpom603MbONM4ECcKasa NEroYHasa runep-
TeH3ns. OyHKUMOHanbHbIA knacc IV (BO3). TpaHcnooMuHanb-
Has 6annoHHas adruonnactuka npasoi C10 néroyHom aptepuu
(27.10.2023 1.); C3 néroyHon aptepun (13.10.2022 r.).

OcnoxHenus: 1) OTHOCUTENbHAs HELOCTATOYHOCTb TPUKYCMM-
JanbHOro Knanada 3 crerneHu. 2) XpoHu4eckas cepievHas Hefio-
cTato4HoCTb. ®yHKUMOHanbHbIN Knacc IV (NYHA). lMpaBocTopoH-
HUI rngpoTtopakc. Mmaponepukapa. Acuurt.

5.127.9 JII BcnecTBue UANONATUHECKOro NEro4YHOro hrobposa.
®yHKunoHanbHbIn Knace ll (BO3).

OcnoxHeHus: 1) XpoHN4YeCKOe NEroyHoe cepaLe: OTHOCUTENb-
Has HeLOCTAaTO4HOCTb TPUKYCNUAANbHOMO KnanaHa 3 cT. 2) [bixa-
TesIbHas Hel0CTaTOYHOCTb 2 CT. 3) XpOHUYeckas cepaevHas Heflo-
cTaTo4HoCTh. PyHKUMoHanbHbIA knace Il (NYHA).

7. NEYEHUE
7.1. 06wume pekomeHaaLUKU

Mpu ycTaHoBneHnn auarHosa JII ¢ KaXAbIM MauueHToM che-
JyeT 06CYyXOaTb PEXUM eXeAHEeBHOW (DU3NYECKON aKTUBHOCTH,

Tabnuua 6.16. Pekomengauum no gUHaMn4eckomy Habnropenuo nayuedTos ¢ JIAT [2]*

Table 6.16. Recommendations for the follow-up of patients with PAH [2]*

UM NPU KNUHUYECKOM YXYALLeHun [2,5,6,9,14,22].

lMpumeyanune: * agantuposaxo. Note: *adapted

Pekomexpgaumuu Knacc YpoBeHb
pekomeHgauuu | fOKa3aTeNbHOCTH

PekomeH/yeTCs OLEeHNBATb KIMHUYECKMIA CTaTyC y Bcex naumeHToB JIAI ¢ onpeaeneHnem (yHK-

umoHanbHoro knacca (BO3) kaxable 6-12 mecsLes 1 Yepe3 3-6 mecsLes nocne koppekuuun J1AT- C

cneyundmyeckoi Tepanui UK Npu KIMHUYECKOM yXyALleHun [2,5,9,14,22,49].

PekomeHyeTCs BbINOHEHME TECTA LLIECTUMUHYTHOM X0b6bl Y BCex nauneHTos JIAI kaxable 6-12 me-

csLeB 1 Yepes 3-6 mecsaues nocne nameHeHns JIAM-cneundu4eckor Tepanum unn npu KNMHUYECKOM C

yXyaLweHun [2,9,14,22].

lpoBeaeHne KaTeTepu3aLui NpasbIxX OTAENOB Cepaua creayeT paccMoTpeTb Y nauneHTos JIAT yepes lla C

3-6 mecsLes nocne koppekuumn JIAT-crieyndr4eckoil Tepanim uim npu KIIMHNHECKOM yXYALLeHNN [2].

MposefeHne KMOC BO3MOXHO paccMOTPeTb Y CTabunbHbIX nauneHToB JIAT npu AUHAMUYECKOM C

HaOMI0AeHUN KaxXable 6-12 mecaues [2].

PekomeHayetcs BbinonHeHne KMOC y nauueHToB ¢ JIAT npu pelueHun BOMpoca O NpOBEAEHNN

npefcepAHONn CenTOCTOMUM W/WAK NOCTAHOBKE 6ONbHOMO B JINCT 0XXMAAHMS TpaHCNNaHTaLUum nér- C

KWUX 1N Komnuiekca cepaue-nerkue [5,9,22].

BbinonHeHne CNMpoBeioaproMeTpum crneayet paccMoTpeTh Yepesd 3-6 MecsiLleB nocne Koppekuuu c

NAT-cneunduryeckoin Tepannie v NPy KIMHUYECKOM yxynwenun [4,5,9,22].

BbinonHeHue cnupoBenoaproMeTpuit BO3MOXXHO PACCMOTPETb Y CTabUIbHbIX NauneHToB JIAT Kax- c

able 6-12 mecsues [2].

PekomeH/yeTcs MccneaoBaHie ra3oBoro coctaBa KpoBi y CTabunbHbIX naumeHToB ¢ JIAT Kaxable

6-12 mecsaues n 4epe3 3-6 mecaues nocne koppekuun JTAT-cneunduyeckoid Tepanum unm npu C

KNUHUYECKOM YXyALLeHnn [2,5,9,14,22].

PekomeH/yeTCcs NPOBOAMTb MyfbCOKCUMETPUIO HA KX0M BU3UTE HabNtoLeHNs Yy nauuenTos ¢ JII C
I

Pekomenayetcs uccnenosarue yposHs NT-proBNP unn BNP B KpoBu y cTabunbHbIX NaLyueHToB ¢

NAT kaxable 6-12 mecaues 1 yepe3 3-6 mecsLes nocne koppekyuu JIAT-cneyuduyeckoin Tepanum (5

EURASIAN HEART JOURNAL, 1, 2024 | 33 |



KIMTMHWYECKWE PEKOMEHOALIVIV | PEKOMEHOALIVMIW EAK 2024

NpoUNaKTUKy MHMEKLMOHHbIX 3260MeBaHNA; MyTeLeCTBUS, Y
)KEHLUMH B PEnpOAyKTUBHOM nepuoge- BbI6GOP KOHTpauenuuu; B
NOCTMEHOMNAy3e— BbIOOP 3aMECTUTENIbHOIN rOpPMOHaNbHON Tepa-
N, NOATOTOBKY K MMAHOBbLIM XMPYPru4eCKUM BMeLLATeSbCTBAM;
NCUXOCOLMANbHYI0 NOLLEPXKKY; BOMPOCHI MPUBEPXKEHHOCTU ne-
KapCTBEHHOW Tepanuu 1 Heo6X0ANMOCTb PErynsipHoOro Habnae-
HUS B 3KCnepTHOM ueHTpe JII' [2-5,9,22]. BaxHO MOTMBMPOBATL
O0JIbHbIX MPUHAMATL Y4acTUe B NALMEHTCKUX OpraHu3aumnsx Ans
afantaunu n obuienus [5,9,22]. CobnogeHne Komnnekca Heme-
[NKAMEHTO3HbIX MeponpUATIIA NO3BOMSET YMEHbLUNTL PUCK MPO-
rpeccupoBanus J1Al [2,3,10,22].

7.1.1. ®u3nyeckas akTHBHOCTb

B noBcefHeBHOI XN3HW NauneHTbl ¢ JII JOMKHbI COBMOAATL
ONTUMANbHbIA PEXUM (PU3NYECKOI aKTUBHOCTM, HE MPOBOLIMPYIO-
LLMIA BbIPAXXEHHY0 CUMNTOMATUKY — ObILLIKY, CNab0CTb, CUHKOME,
6onu B rpyaun. 3anpeLyatotcs MU3NYEcKne Harpy3ki nocne efbl
Unn Npy He6aronpPUATHOM TEMNEPATYPHOM pPeXxume.

MporpaMmbl peabunutaLuy, BKOYaLWme aspobHble usmnye-
CKWe Harpysku, AbIXaTenbHYK TUMHACTUKY, CWUNOBbIE Harpysku,
3M1EMEHTbI NOTU, B KNUHUYECKUX NCCNEA0BAHUSAX NPOAEMOHCTPU-
pOBafN NOJSIOXKNUTENIbHOE BO3JENCTBIE HA AucTaHumio B T6MX n
VO,peak, Ka4yecTBO XM3HN nauuenTos ¢ JIAT [161,162]. B npo-
cnektusHom PKI y naumenTtos ¢ JIAT n HeonepabensHon XTSI

Tabnuua 7.1. PekomeHaauuu no hu3nyeckon aktusHocTy [9]
Table 7.1. Physical Activity Recommendations [9]

NOKasaHo YINyylleHne remMoAWHaMUYeCcKUX napameTpoB B BuUje
JoctoepHoro npupocta CU, chxkerns cpJTA u JICC no cpasHe-
HUIO C KOHTPOAIbHOI rpynnon [162]. Y4acTue B nporpammax pea-
GunuTauumu npeanaraeTcs CTabuibHbIM NaLMEHTam, NosyHanLLum
JIAT-cneumndonyeckyto Tepanuio, B yCI0BKUAX CTaLMOHapa 3KcnepT-
HbIX LEeHTPOB [5,9,22,161]. ONTUManbHbIA PEXUM TPEHUPOBOYHbIX
nporpamMm — 370 COYeTaHne a3po6HbIX HArpy30K Ha BENO3prome-
TPe UAN TPeAMUIE Ha BbIHOCIMBOCTb, CUNOBbIX TPEHUPOBOK C UC-
MnoJIb30BaHNEM MaJioro Beca, AAbIXaTeSlbHOM FMMHACTUKN B TeHEHMe
[IBYX 4acOB B [IeHb NATb pa3 B Hefento [22,162].

B Hawei cTpaHe nporpammbl (OU3NYECKON peabunuTalum ans
naumeHToB ¢ JIT HaxoaaTca B cTaauu paspaboTKuy.

7.1.2. lyrewectBns

A3BecTHO, 4To Npw JII runokcms ycyry6nset Ba30KOHCTPUKLMIO,
noatomy 60nbHbIM ¢ @K 1II-IV (BO3) npu napumansHoM AaBnieHnn
0, B apTepuanbHoi kposu meHee 8 KMa (60 mm pt. c1.) nnu Sa0,
<92% (B NOKOE NMpu AblXxaHUM aTMOCEPHBLIM BO3[yXOM) BO BpeMs
aBmanepesieToB npeanaraeTcs NPOBEAEHNE UHIangLum Kucnopoaa
[3,4,10]. CkopocTb noToka Kucnopoga 2 n/MuH 06bI4HO NMOBbLILIAET
KOHLIEHTPAUMIO KCNOPOJa BO BLbIXaEMOM BO34yXe [0 06bI4HbIX
3Ha4eHMI Ha YPOBHE MOPS.

Bcem naumeHTam, coBepLUatoLLMM NyTELECTBIS B APYrue cTpa-
Hbl, CedyeT pacnonaratb MeAULMHCKUMN LOKYMEHTaMW U KOH-

Pekomenpaumm

Knacc
pexomeHaaLuK

YpoBeHb
A0Ka3aTenbHOCTH

BbI3blBAKOLLME YCYry6neHns cumnromaruku [2,5,160].

bonbHbeiM ¢ JIT pekoMeHAYTCH €XeAHEBHble [03MPOBAHHbIE (OM3NYECKNE Harpy3ku, He

bonbHbIM ¢ JIAT n XTAJII HU3KOro pucka, nomnyyarLwmnm cTabusibHy Tepanu, peKoMeHayeTcs
NpoBefieHNe peabunuTauuu Ans ynyylleHus (oU3M4ecKoro craryca B pamkax CreumanbHbIX
nporpaMm nog HabJlo4eHEM CMeLManncToB 3KCMEPTHOro LeHTpa [2,5,22,49].

BonbHbIM ¢ JTT He pekoMeHay0TCA Ype3mepHble puandeckue Harpysku [9,14,49].

cnabocTb, CUHKonMe, 60nu B rpyan [2,9].

BonbHbIM ¢ JIT He PEKOMEHAYITCA (HM3NYECKME HArPY3KM, BbI3bIBAKOLLNE BbIPAXKEHHYH OZbILLKY,

TemnepaTypHom pexume [2,9].

BonbHbIM ¢ JTT He pekOMeHAYIOTCA (hM3NYECKMe Harpy3Ku nocsne efbl uau npu He6naronpuUATHOM

Tabnuua 7.2. PekomeHngauum no o6wum meponpusatuam [91*
Table 7.2. Recommendations for general activities [9]*

Pekomenpgaumuu Knacc YpoBeHb
pekomeHgauuu | fOKa3aTeNbHOCTH

Y naunexTos ¢ JII IlI-IV" coyHKumoHanbHoro knacca (BO3) npu napuuanbHom naeneduu O,

B apTepuanbHoii Kposu MeHee 8 KIMA (60 MM pT. CT.) MAK NPU HACLILLEHUN KPOBU KUCIIOPOLOM lla C

<92% 1o [aHHbIM NyNbCOKCUMETPUU CIIELYeT paccMaTpuBaTh NPOBELEHNE UHraNALMM KUCIOpoa

npw aBnanepenerax [2,5,12,15,16].

Mauwentam ¢ JIAT pekomenayetcs BakuuHauus oT rpunna, SARS-CoV-2, nHeBMOKOKKOBOM C

MHgekLuu [2,9,22].

[Tpn NnaHoBbIX XMPYPruyecKnx BMeLLaTeNbCTBAX, BbI6OPE TUMA aHECTe3nn 1 nepuonepaloHHo

TaKTUKU BefeHns y nauueHToB ¢ JIAT pekomeHAyeTcsi npoBefeHne MynbTUAMCLMNANHAPHOIO c

KOHCMAIMYMA B COCTaBe Xupypra, Kapauonora, aHecTe3nosiora-peaHumaronora u gpyrux

CMeumanncToB 3KCNepTHOro LeHTpa [2,15].

[Tpn NNaHOBLIX XMPYPruyeckux BMeLIaTeNbCTBaX y nauueHtoB ¢ JIA[ cneayeT paccmartpuBaTh C

pernoHapHyt, B TOM YuCIe 3anuaypanbHyto aHecTesnto [5,9,14,22].

Y naumeHToB ¢ JIAT BO3MOXHO pacCMOTPETb NPOBELEeHNe MUHUIANAPOTOMUYECKOrO JOCTyNa 4)is Iib C

npesynpexaeHns 0CNoXHeHUn [22].

Mauuentam ¢ JTAT pekomeHAyeTCs NOMOLLb ncuxonora/ ncuxuartpa [2,5,9,22]. C

lpumedanne: * agantuposaro. Note: *adapted
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TaKTHOW MHDOPMALME O NOKanbHOM dKcnepTHOM LeHTpe JIT, B
KOTOPbI BO3MOXHO 06paTUTLCA B CNyyae yxyawenus [2,5,9].

7.1.3. bepeMeHHOCTb/ pOfgbI; 3aMECTHTENbHAA

ropMoHanbHas Tepanus B NOCTMEHoNay3e

Y naumeHTok ¢ JII 6epemMeHHOCTb 1 POLbl CBA3AHbI C MOBbILLIEH-
HbIM PUCKOM CMepTHOCTK (IV rpynna pucka MaTepuHCKON NeTans-
Hoctn (BO3)) [2-5,9,22]. 3kcneptbl ESC v ERS cuutaiot, 410 npu
JIAT u XTOJT 6epeMeHHOCTb NpoTUBONOKa3aHa [165]. Mpu HacTy-
nneHnn 6epeMeHHOCTM 60MbHAsA A0MKHA ObITb MPeaynpexaeHa o
BbICOKOM PUCKE NETANIbHOCTU U HEOOXO4UMOCTM €€ NpepbiBaHMS.

Bo Bpems GepemeHHOCTM fekomneHcaumio MK MoxeT cnposo-
LMpoBaTh reMoAMHaMnyeckas neperpyska, cBfidaHHas C (hu3mo-
NOTNYECKON TUNepBONEMUEl U YBENINYEHNEM YaCTOTbl CEpLeYHbIX
COKPALLEHMIA, Y4TO NPUBOAMT K 3HA4UTENbHOMY NOBbIeHnI0 CB (Ha
30-50%). K KOHLy nepuopaa recrauum fpixaTeNbHblii 06bEM NETKUX
Bo3pacraet Ha 30-40%, a 4acToTta fpixaHusa —Ha 10% [5,166,167].
X0T4 B nuTEpartype UMeTCA LaHHble 0 61aronony4HbIx ucxoaax 6e-
PEMEHHOCTM, B 4aCTHOCTM Y 607bHbIX VT ¢ nonoxutenbHoin 0PI,
nonyvatoLmx addekTuBHyto Tepanuto. OaHako B 13 EBponeiickux
LLeHTPax B Te4eHUe 3-NeTHero neproa HabnoaeHus y 26 nauneHTok
¢ JIAI otmeyanack netanbHocTb 12%; B GLLIA neTanbHoCTb 6epemeH-
Hbix ¢ JIAT (n=18) coctasuna 17%, 3a 10 net Ha6noaeHus [5,168].

Bcem nauneHTkam penpofLyKTMBHOTO BO3pacTta AOMKHbI ObiTh
PEKOMEH[0BaHbl HAaJEXHbIE METOAbl KOHTpaLenuun ¢ ypOBHEM
HeapeKTMBHOCTN <1% (CTepUAU3aLUA  MYXHUHbI/KEHLIMHBbI
[169], umnnaHTbl, cofepxalyne NPorecTepoH, BHYTPUMATOYHbIE
ycTpoiicTea [22,165]. BHyTpMMaTo4Hble YCTPOACTBA C MEAJIEHHbIM
BbICBOOOXEHIEM NEBOHOPrecTpena MoryT Bbi3BaTh Ba3oBarans-
Hble peakLuy U NHAEKUMOHHbIE 0CNOXHeHNs [166]. bapbepHble
MeToAbl 6e30MacHbl, HO He 006ecne4nBalNT IPMEKTUBHOIO KOH-
TPaLEenTMBHOrO 3dpekTa. KoHTpauenTuBbl (FOPMOHOCOLEpXa-
LMe TabreTMpoBaHHble Npenaparbl, MHLEKLWN, NNACTbIpU, Baru-
HanbHbIe KonbLa W AuadparMbl) He PEKOMEHOYETCS B Ka4ecTBe
eMHCTBEHHOTO METOAA, MOCKOSIbKY HeaddekTuBHbl B 6-12%
cnyyaes [170]. MpeanoyTUTENbHO Ha3HA4YeHUe MeLpOKCUnpore-
CTepoHa auertara v 3TOHOrecTpena, npenaparbl fuLeHbl No60Y-
HbIX 3(P(PEKTOB, NMPUCYLLMX 3CTPOreH-coAepxallnm npenaparam
[9,14,49]. HazHayeHNe KOMOUHUPOBAHHbBIX 3CTPOreH-TeCTareHHbIX

npenapaToB MOXeT 06CYXAATbCA Y NALMEHTOK, NPUHUMAOLLNX
aHTUKOArynaHTHele npenapatbl [9,22]. CneayeT y4uTbiBaTh, HTO
Ha hoHe npuema AP3 603eHTaHa 3O heKTUBHOCTb KOHTpALIENLnK
CHKAETCA (Ans LOCTMXKEHNS HageXHOro adhdeKTa Lenecoobpas-
HO COYeTaThb ABa MeTOAa KOHTpauenuuu) (pasgen 7.2.5.).

Mpu BbIGOPE 3KCTPEHHOW KOHTpaLenuuu B Te4eHue 72 4 nocne
HEe3aLLMLIEHHOr0 CeKca Ha3Ha4aeTcs neBoHoprecTpen B gose 1,5
MI OQHOKpPATHO (ypoBeHb HeaddekTuBHocTH 1,1%). B kadectse
aNbTEPHATMBbI MOXET Ha3HA4aTbCsA CUHTETUYECKIIA CENEKTUBHbIN
MOAyNATOP PEeLenTopoB NpOrecTepoHa ynunpucrana auerart, 06-
najawoLwnii 60nee BbICOKON 3(PMEKTUBHOCTLIO MO CPABHEHUIO C
nesoHoprectpenom [22,170].

3aMecTuTeNbHaA ropMoHanbHas Tepanus nokasaHa UCKMYM-
TeNbHO naumeHTkam JII B nocTMeHonay3e, KOTopble UCMbITbIBAOT
BbIPQXEHHbIE KNUMaKTEPUHECKNE CUMITOMbI MPKU YCIIOBUM NOA60-
pa afleKBaTHOM aHTUKOArynaHTHOM Tepanuu [2,3,5].

7.1.4. lpoghunakTnka HHEHEKLNOHHbIX 3a601EBaHNI

MHeBMOHUS ycyrybnset TedeHune JI, TpebyeT npoBefeHUs Obl-
CTPOV AMATHOCTUKUA U HEMELJIEHHOr0 JIe4eHus. BaXXHO NOMHNTD,
4T0 Y 7% 60bHbIX C JIAT MHEBMOHNS ABNAETCA NMPUYMHONA CMep-
Tn [5]. MauueHTam cnegyet peKOMeH0BATb PErynspHylo BakKLm-
HaLMK OT rpunna, nHeBMokokka, SARS-Cov2, HecmoTps Ha To,
yto PKW He nposogmnuck [5,9,22]. Mpu JTAT-C3CT wnun BUY-
MHGEeKLNUM BOMPOC O BaKLMHALWM PACCMATPUBAETCA C Y4ETOM akK-
TWBHOCTW OCHOBHOI0 3260/1€BaHNA.

7.1.5. Xupypruyeckas nomouyb

lpoBefeHNe XUpypruyeckux BMeLwatenscTs y 60nbHbIX ¢ JIAD
COMPSKEHO C BLICOKMM PUCKOM NpaBoXesyfo4kosoi GH n cmept-
HocTu [5,14,22,164]. MpeanoyTUTenbHbIM BUAOM aHECTe31ono-
rM4ecKOro Nocobus ABNSETCSA anuaypanbHas aHecTe3ns, Kotopas
nepeHocutcs 60NbHLIMU Ny4lle, Yem obwas [10,22,161]. B npo-
CNEKTUBHOM MexayHapogHom peructpe y 114 naunentos c JIAT,
MepeHecLnX HeKapaMoXMpypriyeckne U HeakyLlepckue BMella-
TeNbCTBA, NepMonepaLoHHas CMePTHOCTb MpPW MAAaHOBbLIX W He-
OTNIOXHbIX npoueypax coctasuna 2% u 15% COOTBETCTBEHHO
[171]. B none 0co60ro BHUMaHMsA 4OSIXKHbI HAXOANTHCA NaLNEHTbI
C BMepPBble BbIsABNEHHOM J1T Ha MOMEHT 0nepaTuBHOro BMeLLaTeNb-
CTBA. BbINo/iHEHMe NIaHOBOr0 XWPYPruyYeckoro BMeLlaTesbCTBa,

Tabnuua 7.3. 06wwme pexomeHaLuu: 6epeMeHHOCTb/POAbI; 3aMECTUTENbHAA FOPMOHaNbHas Tepanusa B noctMeHonay3e [9]*
Table 7.3. General recommendations: pregnancy/childbirth; postmenopausal hormone replacement therapy [9]*

Pekomenpaumm

Knacc YpoBeHb
pekomeHgaumuu

[0Ka3aTenbHOCTH

[MauneHTKam ¢ NEro4YHOM runepTeH3neil He pekoMeHayeTcs 6epemMeHHOCTb [5,9,14,22].

MauveHtkam ¢ JIAT pekomeHAayeTcsi COOGNIOLATH HaJeXHble METOAbl KOHTpauenuuu ¢ y4eTom
BbICOKOr0 pUCKa MpOrpeccupoBaHins 3a60s1eBaHus Npu HacTynneHnn 6epeMmeHHocTm [2,3,5,166,169].

MauneHtkam ¢ JIAI pekOMeHAyeTcsl UCNoNb30BaHNe 3CTPOreH-HecoAepXXallmx KOHTpaLenTMBOB,
6apbepHblX METOLOB KOHTpALeNLmM, NPOBELEHNEe XMPYPruyeckoii ctepunusaunm [5,22,166].

B kayectBe 3(P(PEKTMBHOrO METOAA 3KCTPEHHOW KOHTpAuenuuu pPekOMEHZYeTcs NpUMEeHeHue
NeBOHOPrecTpena uim yaunpucTana auerar nocse HesawmileHHoro cekca [169,170].

KOHTpauenumm [5,22].

MaumeHTkam ¢ JIAT ans QOCTMXKEHNS HAEXHOro addhekTa peKOMeHAYeTCs CoYeTaTh Ba MeToaa

He pekoMeHayeTcs Ha3HavaTb SCTPOreH-CoOAepKaLLlMe KOHTpaLenTuBbl nauueHTkam ¢ JIAT u XTI
B CBA3M C PUCKOM TPOMBOIMOONNYECKMX OCNOXHEHUI [2,5,9,49,166].

[2,5,9,22].

3amecTUTeNbHas ropmMoHanbHas Tepanus peKkomMeHayeTcs nauueHTkam J1T B nocTmMeHonayse npu
BbIPXKEHHbIX KIIMMAKTEPUYECKMX CUMNTOMAX Ha (DOHE afeKBATHOI aHTUKOAryNsHTHOI Tepanun

lMpumeyanune: * agantuposaxo. Note: *adapted
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no BO3MOXHOCTU, CNeayeT NPOBECTW B 3KCMEPTHOM LEHTpe Ans
TWaTenbHoro o6cnenoBanns ¢ sbinonHeHnem KOG u, npu Heoo-
XOAMMOCTU, TECTA HA BA30PEAKTUBHOCTb C NOCNeSYHLLMM NoA60-
pom J1AT-cneuudpuyeckoii Tepanuu [5,9,22].

CnepyeT TLIATENbHO OLEHUTb TEMOANHAMUYECKUA U (DYHKLMO-
HamnbHbIN CTATYC NauWeHTa, feTanbHo 06CyanTb 06bEM onepaumu,
AHECTE310N0rN4eCcKoe Nocobue, BOSMOXXHOCTb HA3HAYEHUS MHra-
NALUNOHHOIO OKCKMAA a30Ta UN UII0NPOCTA; 3KCTPaKOPNopanbHoOi
mMem6paHHoi okcureHauun (3KMO). Bece o6cnefoBaHns 1 onTu-
Musauuio Tepanuu JTAT »enatefibHO BbINOJIHUTL HE NO3JHEE 4Yem
32 [iBe Hefenu O NpesnonaragMoro OnepaTMBHOr0 BMeLLATeNb-
ctea [164]. MNpu NnaHUPOBaHUM XUPYPTU4ECKOr0 BMELLATENbCTBA
CnesyeT MHAOPMMPOBATH NaLyWeHTa 0 BO3MOXHbIX Nepruonepavm-
OHHbIX PUCKaX, CBA3AHHbLIX C XapakTepom OMepaTUBHOIO BMeLa-
TebCTBA U aHECTE3MOOTMYECKOro NOCO6US, 0 BOSMOXHOM YXY[-
weHuu Tevenus JIAT n pucke netanbHoro ucxoga. Y naumeHToB
¢ JIA[ nHeBMOMNEpUTOHEYM WU KOMNpeccus auadoparmbl MOryT
YXyALWAaTh BEHTUNALMIO NETKUX N 3HAYNTENBHO YBENNYUTL NOCTHA-
rpy3ky MK [164,172].

Heo6xo41MO OCYLLECTBAATL BPEMEHHbIA NepeBos 60MbHbIX C
NeYeHns nepopanbHbIMU Mpenapatamyu Ha BHYTPUBEHHYID WM
WHTanALUMOHHYIO Tepanuio 40 BO30OHOBSIEHUS NepopanbHoi Te-
panun. Tepanui aHTUKOArynsHTaMmi crejyet npekpawatb Ha
MakCUManbHO KOpoTKoe BpemMs. B nocneonepalnmoHHOM nepuoje
60nbHbIM ¢ JII 06513aT€/IbHO NPOBOANTCA NPOUNAKTUKA TPOMEO-
30B rny6OKNX BEH ronexei [2,3].

7.1.6. Kontpono ypoBHsA remornobnHa

BonbHble ¢ JII 4yBCTBUTENbHBI K CHUXEHUID YPOBHA remorso-
OMHa B KPOBW, NMO3TOMY [axKe Nierkas aHemus Tpebyet 6bICTPOro
a(pbdekTnBHOro neyeHns [2,3,5]. Y 6onbHbIX ¢ JII 1 3Ha4umon
TUNOKCEMMEN (Hanpumep, Npu CUHAPOME JA3EHMEHrepa) BO3HU-
KaeT BTOPUYHbIA 3puTpouuTo3. Mpu ypoBHe rematokputa >65%,
remorno6uHa >220 r/n, HanU4MU BbIPAKEHHBIX KUHNYECKUX
CUMNTOMOB TUNEPBA3KOCTI KPOBU (FONOBHbIE 60NN, HapyLUeHue
KOHLLEHTpaLnn BHUMAHNA U Ap.) U OTCYTCTBUM 06€3BOXMBAHUS 1

Tabnuua 7.4. AHTuTpomboTU4eckas Tepanus [9]*
Table 7.4. Antithrombotic therapy [9]*

OTCYTCTBMM 06€3BOXMBAHWA MOTYT ObITb MOKa3aHbl KPOBOMYCKa-
HUS C BO3MeELLEHNEeM 00bEMA LMPKYIMPYLOLLEed KpoBu (crnepyeT
NPOBOANTL C OCTOPOXXHOCTbHO, Y4MTbIBAs BO3MOXXHOE pPa3BUTME
Jedonumra xenesa) (taén. 7.5.) [2,10].

7.1.7. [lcuxonornyeckaa nomoLyb

JII BbI3bIBAET CYLLECTBEHHbIE OrpaHNyYeHns B (OU3NYECKON aK-
TUBHOCTW MaLEHTOB, OKa3bIBAET CYLLECTBEHHOE BIUSHUE HA ou-
314eCKOe, NCUXO0NIOrny4eckoe, COLWanbHOE COCTOSIHME BOMbHbIX
[3,5,9]. Hdhopmauuns o TshxecTn 3a6oneBanns, nosty4eHHas 60mb-
HbIMI U3 HEMEAULMHCKNX UCTOYHWUKOB, NPUBOANT K MOBbILLIEHHO
TPEBOre WNW Aenpeccun, 4TO CYLLECTBEHHO CHUXKAET Ka4vecTBO
XWU3HK. [Ing aganTaumn naLueHToB B XXWU3HW 1 06LLECTBE, MOHN-
MaHus 60/1e3HN NoKa3aHa NOMOLLb NCUX0M0ra unu ncuxuarpa, a
TaKXXe MoAJepXKa ApYrux naumeHToB U UX CEMEN, NauneHTCKNX
OpraHusaLuni.

7.1.8. [TpuBepxeHHoCcTb TEPANUU

MaumenTsl ¢ JTT fOMKHbI 6bITh MHOPMUPOBAHBI O LIENsX Tepanuu,
MexaHu3me AeACTBIUSA OCHOBHbIX IPynn NeKapCTBeHHbIX CPeLCTB, Ba-
pUAHTaX fle4eHmnst N BO3MOXKHbBIX NOOOYHbIX SBMIEHUSX, HEOOX0AUMO-
CTV co6MtoaTh PeXxum Tepanuu 1 coobLLaTb fievallemy Bpady 06
YXYALWEHUN KITMHUYECKUX CUMITOMOB U U3MEHEHUN CXEMbI JIE4EHUS.
[puUBEPXXEHHOCTb Tepanui onpesenseTca MHOXECTBOM (haKTOpOB-
JemMorpacomyeckumin U NCUXONOrNYECKUMM O0COBEHHOCTAMM, Ipa-
MOTHOCTbIO B BOMPOCAX 3[J0POBbS M MOHUMAHWEM 3afad feyqeHus,
KOFHUTUBHbIMI HapyLIEHWUSMUW, COMYTCTBYIOLLAMIA 3a60MEBaHNSMN,
nonunparmasueil, No604HbIMK 3(PCHEKTaMU JIEKAPCTBEHHON Tepa-
nuu [2,22,161,173]. GakTopamu, CBA3aHHLIMU C BPA4OM, ABASIOTCS
COOCTBEHHbIN OMbIT, 3HAHWE PEKOMEHJALWUIA, peann3auns MynbTu-
ANCLMNIIMHAPHOrO NOAX0[a; C CUCTEMON 3[paBOOXPAHEHUS — YCI0-
BMA paboTbl, JOCTYN K Npenaparam 1 CTOMMOCTb feveHuns [2,22,173].

7.2. JlekapcTBEHHAsA Tepanus

bonbHbIM ¢ JIT HasHa4aloTcA npenapatbl NOAAepPXUBatOLLEl
(OpanbHble aHTUKOAryNAHTBI U [e3arperanTbl, LUYPETUKN, CepLey-
Hble TNIMKO3MAbl, OKCUreHoTepanus) u cneunduyeckoin Tepanun

lMpumeyanne: * agantuposao. Note: *adapted
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PekomeHpgauuu Knacc YposeHb
pekomeHgauuu | fLOKa3aTenbHOCTH

Mauuentam ¢ XTAJT pekoMeHyeTCs NOXM3HEHHas Tepanns BapdapuHom [49,177]. _ C

HazHa4yeHne npsMbIX 0panbHbIX aHTUKOATYSIHTOB MOXXET paccMaTpuBaTbes y naunenTos ¢ XTI Iib C

npy HEBO3MOXHOCTW Ha3Ha4yeHUs BapdapuHa unu HMI [49,177].

HasHayeHne OpanbHbIX AHTUKOArynsiHTOB BO3MOXHO pPAacCMOTPeTb And  NpPOGUNAKTUKM

TPOMBOTUHECKNX OCNOXHeHUA y naunentos ¢ W, HITAT, JTAT npu npueme NeKapCTBEHHbIX lib C

npenaparos [2,5,9,14,16,161,176].

B KauecTBe anbTepHaTMBbI BapapuHy nauueHTam JII ¢ NOBbILLEHHBIM PUCKOM KPOBOTEYEHUI UMK

HEeNepeHoCMMOCTbI0 npenapara, PEKOMEHAYETCS Ha3Ha4yeHUe HU3KOMOSEKYNAPHbIX renapuHoB lla

[2,3,49].

HasHayeHne npsMbIX OpanbHbIX aHTUKOAryNsHTOB MOXET paccMaTpuBaThCs Y nauueHToB ¢ J1AT Iib C

MPW HEBO3MOXXHOCTN Ha3Ha4veHus BapdapnHa nim HU3KOMOMEKYNAPHbIX renapuHos [49,177].

Y nauwnentoB JIAT, accoumupoBanHoit ¢ G3CT, BO3MOXHO pacCMOTPETb Ha3HA4eHWUe OpasbHbIX Iib C

AHTUKOAryNaHTOB B MHANBMUAYaNbHOM nopanke [2,5,9,22].

HasHayeHne fe3arperaHToB BO3SMOXHO PaccMOTPeTb Y 60MbHbIX JTAI ¢ MONOXMTENbHO! NPO6OIA lla C

Ha Ba30peakTUBHOCTb [2,9].

He pekoMeHAyeTcsi pYTWHHOE Ha3HAYyeHWe OpaNibHbIX aHTUKOArynsHTOB nauueHTam ¢ C

noptonéro4Hoi runeptenameii n JIAT, accoumnposanHoii ¢ BUY-undpekunei [3,5,9,14,22].

He pekomeHAyeTcs PYTMHHOE Has3HayeHWe OpaNibHbIX aHTUKOArynsHToOB naumeHtam ¢ JIAT,

accouuupoBaHHoit ¢ BI1C, npu oTcyTCTBUM (hMOPUNNALMN NpeLcepanii, TPOM6030B Pa3INYHON C

NnoKanu3aunum, MexaHn4ecknx KnanaHos Uim cocyaucTbix NpoTe3os [2,5,9,14].
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(BKK, aHTaroHucTsl peuentopos aHnoTennHa (AP3), MHTMOUTOPSI
thochoamactepasbl Tuna 5 (MO3-5), ctumynsropsl pril, npocta-
HomfbI, aroHucTel peuentopos ML [2,3,5,9,10,14,22,49].

7.2.1. llogpepxunBarowjas Tepannsa

7.2.1.1. AHTUKOArynaHTbl W Je€3arperantbl

Y naumeHToB ¢ pasnuyHbiMu popmamu JII oTMeYaoTcs TpoM-
00TNYECKME MOPAXEHMS NEr0YHbIX apTepuii, YTO CBA3AHO C MoO-
BPEX[EHWEM 3HAOTENUsA, rUnepkoarynaunenn n CHUKeHnemM gu-
OPUHONUTMYECKOI akTUBHOCTY [2,3,22]. Y naumenToB ¢ JIAT-BIIC
06HapyXnBaKTCA TPOMOUPOBAHHbLIE AaHEBPU3MbI CTBOJIA U BETBEN
J1A [2,3,45,118,161]. B ructonatonoruyeckux obpasuax nérkux
nauueHTos ¢ W BbigBseTca TpOM603 in Situ MEeSIKUX NIEroYHbIX
aptepui [3,10,49,87].

I DEKTUBHOCTb M 6€30MACHOCTb AHTUKOArYNSHTHON Tepanum y
naumenTos ¢ JIAT B PKI He n3y4eHa. 10 qaHHbIM ABYX MeTaaHanu-
308, Ha3Ha4eHe opasnbHbiX aHTMKoarynaHTos (OAK) cnocobeTeyet
YIyHLIEHNIO BbKMBAEMOCTU naumneHTos ¢ UIT [174,175]. B peru-
ctpe COMPERA npuem OAK sBuncs He3aBUCUMbIM NPEANKTOPOM
61aronpuATHOrO NporHo3a y 6osbHbIX ¢ WM [175]. TTo AaHHbIM
POCCUINCKOr0 PerucTpa, aHTUKoarynsHTHaa Tepanus HaszHadYaercs
61,5% 60nbHbIM ¢ JIAT, BKNto4as BapdapuH (51,6%), Hu3Komone-
KynsipHble renapuHbl (5,9%) u npsavble OAK (MOAK) (4,2%) [12].

OAK moryT 6bITb peKoMeHA0BaHbl 601bHbIM VT, Hacnesyemoi
NAT, npu JTAT Ha dpoHe npuema aHOpekTUKOB (Tabn. 7.4.) [3,175].
I EKTUBHOCTb aHTaroHucTa BuTammnHa K BapdapuHa nokasaHa
B OJHOLLEHTPOBbIX PETPOCMNEKTUBHLIX UCCNEA0BAHNAX Y 60MbHBIX C
VAT w JTAT BcneacTsue npuema aHOpeKTUKoB [8,24]. HavanbHas
[03a BapghapuHa cocTasnfeT 2,5-5 Mr ¢ TUTpaunen Jossl 40 JOCTH-
XKEHNS LIeNIeBOr0 YPOBHA MEXAYHAPOAHOr0 HOPMANN30BAHHOMO OT-
HoweHus (MHO) npw JTAT 1,5-2,5; npn XTaJT - 2,5-3,5 [2,3,9,10].

B KayecTBe anbTepHaTBbI BaphapuHy y psaaa naLuueHToB ¢ NoBbl-
LLIEHHbIM PUCKOM KPOBOTEYEHUIA NI HEMEPEHOCUMOCTbIO Npenapara
CneflyeT paccmatpuBath HUSKOMOMEKYNAPHbIE renapuHbl — JHOKCa-
napuH 1 mr/kr 2 pasa B cyTku, HagponapuH 86 ME/ kr 2 pasa B cyTku,

Tabnuua 7.5. Mopaepxusatowas Tepanus [9]*
Table 7.5. Supportive care [9]*

panstenapud 150-200 ME/kr 1 pa3 B cyTku [2,3,9,49]. B cTpaHax Es-
pasuncKoro coapy»xectea 3apernctpuposaHbl NOAK— paburatpas,
puBapokcabaH, anukcabaH, 34oKcabaH, Ha3Ha4eHe KOTOpbIX He Tpe-
6ytoT KoHTpons MHO, ogHako nx 3¢pheKTUBHOCTb 1 6E30MaCHOCTb
npu JII 40 HACTOALLEr0 BPEMEHM 0CTAeTCs HefloKa3aHHo [2,5,9].

Mpu accouynmnpoBanHbix hopmax JTAl BapdapuH crefyeT HasHa-
4aTb TONbKO NPW HanU4uu nokasaHum — CH, ombpunnsumn npep-
CepAMA, Hanu4mu TPOM60O30B, B OTCYTCTBME NMPOTUBONOKA3AHUN,
TaKnX KaK 3p03UBHbIE NMOPAXKEHUA XKeNyL0YHO-KILLEYHOr0 TPaKTa,
3260N€BaHNA NEYEHM, HAPYLLIEHUS CBEPTbIBALLEN CUCTEMbI KPOBM
[2,3,5,9,22]. Y naumnenToB ¢ BINC npuem OAK cBSi3aH C MOBbILIEH-
HbIM PUCKOM KPOBOTEYEHUS, YTO CBA3AHO C HAPYLUEHUAMM CUH-
Tesa/ jerpagauum akTopoB CBEPTbIBAHMA N TPDOMOOLUTONEHNEI.
ICTO4HMKOM KPOBOTEYEHUSA MOTYT ObITb PACLUMPEHHbIE BPOHXM-
anbHble apTepun. HasHaveHne OAK MOXET paccmaTpmBatbCs npu
HanU4uu apTepuanbHbIX/ BEHO3HbIX TPOMO0O30B, pubpunnauum/
TpeneTaHus npeacepaui, npasoxenynoykoso CH [5,87,176].
HasHaveHne OAK He 0KasblBano CYLLECTBEHHOrO BAMSHUS HA Bbl-
)KMBAEMOCTb NALMEHTOB C CMHAPOMOM Jii3eHMeHrepa [14,176].

[laHHble perncTpoB 1 MeTaaHannM3oB MOKasanu, 4TO HasHa-
yeHne OAK npu JIAM-CCL, cBSi3aHO C PMCKOM KPOBOTEYEHUHN
[2,3,9,12,139]. V naumeHToB ¢ noptoJIl MMeeTcs BbICOKMA PUCK
KPOBOTEYEHUS U3 PACLUMPEHHbIX BEH MULLEBOAA WNK reMOppoU-
JaTbHbIX BEH, Y HUX 4aCTO BbISAB/AETCH MMNOKOArynsLUms 3a cyet
HapylleHWsa CuHTe3a/ ferpagauum (akTopoB CBEPTbIBAHUA U
TpomobouuToneHun [9,22,178]. 3 dekTMBHOCTL U 6E30MaCHOCTL
COBMECTHOr0 Ha3HaveHuss OAK 1 aHTUPETPOBMPYCHbIX npenapa-
TOB ManousyyeHbl y naumentos ¢ BAY-uHdekumen [15]. Mpwn JIT
Ha (hOHe cepnoBuaHO-KNeTo4Hon aHemun OAK npoTUBONOKA3aHbI
113-3a pUCKA BHYTPUMO3roBbIX KpoBOTEYeHui [10].

Ha3Ha4eHue fje3arperaHtoB BO3MOXHO Y 601bHbIX JTAT, UMetoLLmX
nonoxutensbHylo 0®M [3,9,10]. MpumeHeHne aueTUCanuLmMIoBOi
Kucnotbl 75-150 Mr/cyTkun, He CONPSXKEHO C HEO6XOAMMOCTbIO Na-
60paTopHOro KOHTponA. MPeanoyTUTENIbHO UCMNOSb30BaHNE CreLu-
NbHbIX (DOPM C MUHUMATTbHBIM PUCKOM YITbLIEPOreHHOro agpdhexTa.

Pekomenpaumm

Knacc
pexkomeHpaumi

YpoBeHb
[10Ka3aTeNbHOCTH

I'Ip|/| 3a[1epXKKe XKUOKOCTM UM HANMYMK NPOSABNIEHNIA CePAEYHOI HeA0CTaTO4YHOCTH 6onbHbIM JTT

PEKOMEHIYETCA Ha3Ha4YeHNe OUypeTnkos [2,5,9,22]. c

[nwutenbHas nocTosHHas Tepanus O, pekomeHayeTcs 6onbHbIM JTAT npu napunansHom fasneHin O,
B apTepuanbHoit kposu MeHee 8 kla (60 mm pr. cT.) [5]

PekomeHayeTcs NPOBOAUTL UHranauMI0 Kucnopoga nauueHram ¢ JTAT npu CTOAKOM CHUKEHUU
napunanbHoro AaefieHUs kucrnopoga B Kposu MeHee 8 klla (meHee 60 MM pT. CT.) wnu npu
HACbILLEHUMN KPOBW KNCIIOP0oA0M <92% B NOKOE Npu AblXaHUM aTMOCePHbIM BO3LyxoM [5,9,14,22].

PekomeHayeTcs neveHne anemun/ fedomumnta xenesa y 6ombHbIx ¢ JII [5].

HasHayeHMe [OUroKcMHa pekomeHayetcs 607bHbIM € JIT AN KOHTPONS HacToTbl CepheyvHbIX
COKpaLLeHuin npu ubpunnauun npeacepaui [2,5,9,14,49].

HasHayeHue nBabpajiuHa BOSMOXHO pacceMOTPeTb Y nauuenTtos JIT ¢ CUHYCOBOW TaxukKapauei.

PekomeHyeTcqd Ha3Ha4yeHWe WHOTPOMHbIX Mpenaparos/ Ba3ONpPeccopoB (mo6yTamuH/monamuH/
HopafpeHanuH) naunentam JIAT ¢ BbIpaXeHHOW npaBoXenyaodkosoi CH B KavecTse
CUMMTOMATUYECKOr0 CPeSCTBA N YNYYLLIEHUA COKPATUTESIbHOM CNOCOBHOCTM NPABOro Xenyno4ka
1 noagepXxaHna nepdy3noHHoro gasnenus [5,22,179].

HasHa4yeHne MHrMOUTOPOB AHrMOTEH3UH-NPeBpaLLaloLlero depmenTa, 610KaTOPOB PeLEnTopoB
AHTUOTEH3MHA I, IHTMBMTOPOB HEMPUIN3HA, UHTMBUTOPOB HATPUIA-TTIIOKO3HOr0 KOTPAHCNopTepa-2,
[B-anpeH06/0KaTOpOB He pekoMeHayetcs 60sbHbIM ¢ JIA[ npu OTCYTCTBAM apTepuanbHOM
TUNEPTOHUY, ULLEMIUYECKON GONe3HN CepAua, NEeBOXeNy404KOBOW Cepe4HON HeJ0CTaTO4HOCTM
[2,5,9,14,49].

lMpumeyanune: * agantuposaxo. Note: *adapted
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7.2.1.2. uyperukn

[unypetnkn no3BONAOT YNYyHWUTb KIUHUYECKOE COCTOSHME
601bHbIX € JIT 1 peKOMEeHAYHTCA BO BCEX CIy4asx pas3BUTMSA [e-
KomneHcauuu XK, CBA3aHHON C 3a[ePXXKON XWAKOCTU, CHIUKE-
HWEM MOYEYHOrO KPOBOTOKA W AKTUBALMENA PEHWUH-aHTMOTEH3MH-
anbAoCTepoHOBON cucTeMbl [9,22]. OTEYHbIA CUHAPOM BO3HUKAET
BCrefCTBNE CHUWKeHUs CB, MOBbILEHWA MPOAYKUMM anbhocTe-
POHA, BbI3bIBAIOLLEr0 3a[EPXKy HATpus B noykax. Mpomykums B
LMNaTPOBAHHOM CepALe NPeACepAHOro U MO3roBoro HaTpunype-
TUYECKUX NENTUAO0B, BbI3bIBAIOLLNX BA30AMNATALMIO NIETOYHBIX CO-
CY[0B 1 HaTpUilypeTU4ecknin acpdexT, ABnseTcs HeAoCTaTo4HO
Ans noaaepxaqus romeocrasa [3,10].

LlenecoobpasHo covetaHne neTnesbiX GUYPETUKOB ((hypoceMug,
TOpacemng) B COYETaHUM C AHTArOHMCTaMM MUHEPanoKOPTUKONL-
HbIX PELeNTOPOB (CMWUPOHONAKTOH, 3MNIEPEHOH), MPU BbIPAXKEH-
HOM 3acTOe — C WHrnéutopamMu KapboaHruapass! (auetosonamup)
[9,161,180]. V naumeHToB, NOAyvarOLMX Tepanuto AUypeTUkamm,
CreflyeT perynapHo KOHTPONUPOBaTh BEC/AuUypes, apTepuanbHoe
[aBneHune, OYHKLMI0 MOYEK 1 YPOBEHb 3NEKTPOIUTOB B CbIBOPOTKE
KpOBU. B yCnoBuUAX BbIDQXKEHHON CUCTEMHON MMNOTOHUM U aHacap-
KM Lief1ecoobpasHo BBefieHNe (PypocemMua BHYTPUBEHHO KanesbHO
noj KOHTPONIEM apTepuanbHOro AaBreHns, LEHTPanbHOro BEHO3-
HOTO [aBNeHNs 1 N04acoBoro auypesa. bonbHbIM ¢ pedpakTepHoOi
CH moxeT noTpe6oBaTbCs 1anapoLeHTe3 Npu HanpsiXKeHHOM acLuTe
WK TOPAKOLEHTE3 NPy 3HA4YMMOM nnespanbHoM BbinoTe [3]. Mpu
HaNM4nUN NOKa3aHN MOXET 06CYXAThCA HAa3HAYEHe BA30MNPeCcCo-
POB NMOJ KOHTPOJIEM reMOLUHAMUKM B YCOBUAX PEAHNMALMOHHOTO
OTLEeneHus.

Otcytcteue PKW ocTtaBnfer 3a KnuMHWUMcTamMu npaso Bbl6opa
KOHKpeTHOro npenapara. [J03bl AUYPETUKOB [LOMKHbI aKKypaTHO
TUTPOBATLCA BO M30EXKAHWE PE3KOr0 CHIKEHWUS 06bEMA LMPKY-
nupytouleri Kposu u aptepuansHoro pasneuus [3,10]. Mpu co-
XPaHHOM NOYEYHON (PYHKLWWU HAavanbHble [03bl AUYPETUKOB CO-
cTaBnaloT ana dypocemupa 20-40 wmr, Topacemupa 10-20 wr,
3TaKpuUHOBON kucnoTbl 50 mr. Lienecoo6pas3Ho npucoesuHeHme
aHTarOHUCTOB aAibA0CTEPOHA: BEPOLUNUPOH 25-200 Mr, 3niepeHoH
25-50 mr. bonbHbIM ¢ pedppakTepHoit CH BO3MOXHO 106aBNEHME K
CXeMe J1e4eHNs TUa3NaHbIX AUyPeTUKOB (ruapoxnopotnasmng 12,5-
100 wmr).

7.2.1.3. Okcurexorepanus

Huskas catypauus O, BeHO3HOW KpoBM Y 60MbHbIX JIAT cBsSI3aHa
¢ Hu3Kum GB npu HE3HAYMTENbHOM HapyLIEHUN BEHTUNALMOHHO-
nepy3moHHOro COOTHOLIEHNS. bonbluMHCTBO nauneHToB J1AT
npy OTCYTCTBUM OTKPLITOrO OBANbHOIO OKHA, 3 UCKKYEHNEM
cnyyaes BINC 1 Nero4Ho-CUCTEMHbIX LUYHTOB, MEIOT NErKkyH CTe-
neHb apTepuanbHON rMNoKCeMMN B NOKOE.

['Mnokcemust MOXKeT 6bITb 06YCII0B/IEHA COMYTCTBYHOLLEN NATOM0-
rnen nérkux, fevyeHne KOTOPOi B COYETAHUN C OKCUTEHOTepanuen
6naronpusTHO BANSIET HA TEYEHUE 1 MEPEHOCUMOCTb (OIU3NYECKUX
Harpy3okK y nauneHToB JTAl. HazHa4yeHMe OKCUreHOTEpanun MoXeT
paccMaTpuBaTbCs ANs YAYYLIEHNS CUMNTOMATUKN U YMEHbLUIEHUS
[ecatypauuu npu usnyeckoii Harpyske [2,5,9,161]. OkcureHorte-
panus Ha NpOTSHKEHUN He MeHee 15 4acoB B CyTKN PeKOMEHAYETCA
6onbHbIM ¢ JII npu XOBJ1 ans AOCTUXEHMS napuuanbHOro gas-
nexus 0, B apTepuanbHoil kpou 6onee 8 KIMA. OkcureHoTepanus
cnocobcTByeT cHkeHuto JICGC, yeenuyenuto CU n ynydiieHuto
NepeHoCcMMOCTI (OU3NYECKMX HArpy30K y nauueHToB J1Al, 0Hako
LOCTOBEPHbIE JaHHbIE O MOMOXKMTENIbHOM BIMSHUM HA TEYEHME 3a-
6oneBaHus oTcyTcTBytoT [3,10].

Fmnokcemms B HOYHble Yackl Habntogaetcs npu COAG [10]. Hou-
HYI0 OKCMreHOTEpanuio cneayeT NpoBOAMTL NauueHTam ¢ gecaty-
paumeii Bo Bpems cHa <90% [3,9,22].
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Y 60nbHbIX ¢ JII, 06YCNOBNEHHON TMNOBEHTUAALMOHHBIM CUH-
ApomoM (fedhopMauuu rpyaHON KIETKN, HENPOMBILLEYHbIE HapY-
LUEHMS) HOpManu3aumus BEeHTUASLMNA C MOMOLLbID HEWHBA3WUBHO
BEHTUNALMM NEFKNX CNOCOBGCTBYET CHKeHWO [JTA 663 f1ononHmu-
TeNbHOM OKCcUreHoTepanuu [3].

Monaep>xaHne HEO6X0AMMOr0 YPOBHSA oKcureHauum >89% uHo-
rra siBNAeTCs CNOXHOIM 3afa4ei, 0COOEHHO NPU HANMYNN LLIYHTOB.
OO6bIYHbI PEXUM OKCUTeHOTEPanuK COCTaBNSeT 2-4 N/MIUH, B psje
cnyyaes Tpedyetcs 20 I/MUH C NOMOLLLbIO CUCTEM ANS AOMaLLHe-
ro npumenenns [10]. MegukamenTosHas Tepanus JII He o6ecne-
YMBAET KMUHUYECKOrO YMy4LIeHUs Npyu COXPAHEHUU TUNOKCEMUN.
HekoTopble BUAbI NEYEHUS1 MOTYT YXyALWaTb ra3oBbli 0OMEH U
yCyryonstb HapyLLUeHUs ra30BoOro COCTaBa KPOBM — apTepuarbHyto
TUTMOKCEMUIO.

MocTostHHbIA NoToK O, HE0GX0AMM GO0NbHBIM C HEKOPPEKTUPY-
emoi runokcemueit. HasHaqeHue TpaHcTpaxeanbHoro O, B Kade-
CTBE a/bTEPHATUBHOrO NOAX0na, NP KOTOPOM OCYLUECTBMSETCS
foctaBka O, 4epe3 MOAKOXHBIA MHTPATpaxeanbHblii KateTep co
CKOPOCTbIO 12 N/MuH, siBnseTca 60nee 3PMEKTUBHBIM N0 CpaBHe-
HWIO C HEMHBA3WBHbIMU cucTemamu [3].

7.2.1.4. CepaeyHbIe ramKo3nbl W MHOTPONHbIE MPENaparbl

CHuXeHNe COKpaTUTeNbHON cnocobHocTh MK ABNAETCA 0AHUM
13 BXHEMLUNX MexaHu3MoB nporpeccupoBaHns CH y 60MbHbIX C
I [3,9,10,22]. Han6onee acpHeKTUBHBIM CNOCO6OM NOAAEPKAHNS
(pyHKLMKM DK 9BNAETCA CHUKEHIE NOCTHATPY3KM 3a CHET CHUKEHUS
ONA. OfHako 3Ty 3afady TPYAHO peanu3oBatb. [1pu BbIPOXKEHHOI
AncdyHkumn MK ans noBbILWEHNS COKpaTUTENbHON pyHKUnu MK
paccMartpuBaroT cepleyHble rnukosuabl [3,10]. KpatkoBpemeHHoe
BHYTPWBEHHOE Ha3Ha4YeHne AMrokcuHa y 60nbHbIX WJIT Bbi3biBaeT
HEKOTOpOe NnoBblleHne CB, a TakxKe CONPOBOXAAETCS CYLLECTBEH-
HbIM CHVDKEHIEM YPOBHA HopaapeHannHa B kposu [181].

9 PeKTUBHOCTL ANUTOKCKUHA Y 60MbHBIX JIAT NoKasaHa B OTKPbI-
TbIX HEPAHAOMU3MPOBAHHBIX UCCefoBaHusAX. Ero Ha3HaveHne no-
3BONSAET 3aMeJIUTb XKeNyA04KOBbIA puTM Yy naunentos JTAl ¢ Ta-
XUCUCTONIMYECKON popmoit onbpunnauuu npegcepanin [2,9,22].

B HacTosllee Bpems OTCYTCTBYHOT YOeAMTENbHbIE [aHHble
06 3fpdekTnBHOCTM 1 6€30MacHOCTU 6M0KATOPOB PEHUH-aH-
TMOTEH3UH-aNbA0CTEPOHOBON CUCTEMbI, WHTUOGMTOPOB HEmpu-
NIN31HA, WHTWOUTOPOB HATPURA-TIIOKO3HOTO KOTpaHcnopTepa-2,
[-aapeH06510KaTopoB 1 MBabpagmuHa y naunenTos ¢ JTAl. HasHave-
HUEe pacCcmMaTpuBaAETCA B COOTBETCTBUM C NOKA3AHWAMU NPU HAM-
Y)W COMYTCTBYIOLLEN NATONOMMM C Y4ETOM BOSMOXHOMO CHUXEHUS
CB BCneAcTBMe runoToHMM 1 6pafnKapaum.

7.2.1.5. Jleyenune aputmuii

Y naumenToB ¢ JTAT npeo6nafatoT HamKenya04KOBbIe Taxuapur-
Mun 1 pubpunnauua npepcepauin [5]. Passutue cpnbpunnaynu
npegcepanit/ TpeneTaHus NpeLcepanin NpUBOLUT K KITMHUYECKOMY
YXYALIEHWNIO, Pa3BUTUIO U [eKOMMEeHcaLnN NpaBOoXesyL04K0oBON
CH, accoummpoBaHo C yBenMYeHWEM pucka CMepTHOCTW. Hamxe-
NyA04KOBbIE apuTMUK BO3HMKatOT npu JII ¢ YacToToit 2,8% B rog
[5,182]. HactoTa pa3Butis TpeneTaHus Wnu mMepuaHus npencep-
I NTPUMEPHO CONOCTABUMA,

BoccTaHoBneHMe CMHYCOBOrO pUTMa CMOCOBCTBYET YYHLLEHNIO
KNUHUYECKOr0 COCTOSHUS U BbIKMBAEMOCT nauueHToB ¢ J1IAT no
CPaBHEHUID C BONbHLIMU C MOCTOSHHON (POPMOR PubpUNIALUM
npeacepanii, 80% 13 KOTOPbIX yMUpanu B Te4eHne AByX NieT [2,9].
Hecmotps Ha otcytctBue PKW, uenblo Tepanunm AOMKHO ObiTh
yIep>XaHue cTabunbHOro CUHYCOBOr0 puTMa y Bcex 60J1bHbIX ¢ J1I.
Mpu BbIGOPE AHTUAPUTMUYECKUX MPEnapaTtoB NpesnoyTeHne 0T-
[aeTcs aMmoapoHy, KOTopbli He 0611afaeT OTPULLATENbHBIM UHO-
TPONHbLIM fieicTBMEM [2,3,5].
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MeTo/bl BOCCTaHOBJIEHUS CUHYCOBOIO PUTMA 3aBUCAT OT Xapak-
Tepa HapyLwweHUi puimMa n KNMHUYECKOro COCTOAHUS 60MbHOr0. Y
NauneHToB C TpeneTaHnem npeacepaun cnesyet pacCMOTPETh Bbl-
NOJIHEHWEe KaTeTepHON PaAno4acTOTHON abnauun KaBaTpUKyCru-
[anbHOr0 MCTMyCa UAN MOAMCMKALMM ATPUOBEHTPUKYNSAPHOIO
COEANHEHNS NpWU NapOKCWU3ManbHON PeLunpokHoi AB-y3noBoi
Taxukapauu. Y naumeHToB ¢ dombpunnaumen npeacepanii npu Jr
pafMo4acToTHas abnaums NEroYHbIX BeH He BbINonHsaeTcs. [Mpu
HeCTabuUIbHON remMofuHamMuKe NPOBOAATCA CBepxyactas CTUMY-
nAUNA, 3NEKTPMYeCKas UM MeAnKaMeHTO3Has KapanoBepcus.
locre yCneLHon paano4acToTHOM abnauuy nayueHTbl 06bI4HO He
HY)XOAKTCA B aHTUAPUTMUYECKOR Tepanuu, npu Bbi6ope ApYrux
METOZ0B BOCCTAHOBJIEHUS CUHYCOBOr0 PUTMA HAa3HA4aeTcs amu-
0AapoH [2,161,183]. Mpu HEBO3MOXHOCTU BOCCTAHOBNEHNSA CUHY-
COBOr0 PUTMA NPUMEHSETCSA PUTMYpPEXatoLLas Tepanus.

7.2.1.6. UnTencusHas Tepanns

CuMnTOMBI TSHXKENoi NpaBoXenyao4koBoi CH B coyeTaHun ¢
CUCTEMHOI TUNOTOHWER ABNAKOTCA MOKa3aHWeM Afs NeYyeHnus B
nanate MHTEHCMBHOW Tepanuu. MNpasoxenynoykosasd CH y 60nb-
HbIX JIAl aBnseTCA CneacTBuem CUCTOMUYECKON AucyHKumn MK
Ha (hOHe ero XpOHWYECKOM Neperpysku AaBfieHUeM, 4To NpMBO-
QNT K MOBLILIEHNK) KOHEYHO-AMACTONMYECKOrO AaBneHus B XK,
AMM n NosBNEHMIO BEHO3HOMO 3aCTOsA B 60MbLIOM Kpyre KpoBO-
o6pateHus. MaumeHt JIAT ¢ MK CH Hyxpaaetcs BO BCECTOPOH-
HeM 06CneaoBaHNN N1 UCKMKYeHUs NMPOBOLMPYHOLLMX (DaKTOPOB
KMWHUYECKOTO YXYALLEHNS (MHGEKLMOHHBIA NPOLecc, COnyTCTBY-
tollas naTonorus, aHeMusi, HapylleHWs puTma/ NpPoBOAMMOCTH,
octpas T3JIA, no6o4Hble 3PeKTbl NEeKApCTBEHHON Tepanui)

Tabnuua 7.6. PekomeHgauum no MHTEHCMBHOM Tepanuu [9]*
Tahle 7.6. Recommendations for intensive care [9]*

[5,22,184,185]. B cepuu cny4aes B uccnefoBaHun, NpoBeJeHHOM
B0 ®paHumnK, CMePTHOCTb NauneHToB ¢ JIAT, NOCTYNMBLUMX B pea-
Humauuto, gocturana 41% [186].

Ba30BbIl MOHUTOPUHT BKMKOYAET KOHTPOSb XKU3HEHHO BAXHbIX
npusHakos (4CC, AL, Temnepatypa Tena, Sp0,), Anypes, LeH-
TpanbHoe BeHO3HOe faBneHune, SVO,, ypOBEHb NakTara B KPOBH).
CoyetaHue Hu3Koro Sv0, (<60%) ¢ NOBbILIEHNEM YPOBHS NaKTata,
CHVKEHHAA NPOAYKLMSA MOYM UM aHYPUS YKA3bIBAIOT HA TSHXENYI0
npasoxenynoykosyto GH [5]. B page cny4aes Tpebyetcs katete-
pusauus MK ans npoBefeHNs TLLATENIbHOTO reMOAMHAMUYECKOr0
MOHUTOPUHT.

OcHoBHble NpuHUMNbLI BefeHNs naunenTos ¢ J1T u MK CH Bknto-
YaloT NIeYeHNe TPUITEPHbIX (DaKTOPOB (aHEMWS, apUTMIU, MHGDEK-
unu, Apyrue cCOMyTCTBYKOLME 3a60/1€BaHNS), KOHTPOMb 6anaHca
XKUAKOCTW (BHYTPUBEHHbIE AWNYPETUKM), CHUXKEHME MOCTHArPY3KU
X (JTAT-cneumdnyeckoe npenapartsl), ynydwenue GB ¢ nomo-
LU0 UHOTPOMHOW NOAJEPXKKN (LOOYTAMUH ABNAETCA Npenaparam
BblOOpa N1 NnedYeHns gekomneHcauum MXK) u, npu Heobxoanmo-
CTW, NOAJEPXKaHUE CPefHero aptepuansHoro fasneHus (AL) Ha
ypoBHe >60 MM pT. CT. (Bazonpeccopsl) [9,22]. Y nauueHToB ¢
Tsenoi CH, no BO3MOXHOCTW, crnefyeT u3beratb WHTy6aUun un
MHBA3WBHON MEXaHU4eCKON BEHTUALMM U3-32 BbICOKOTO PUCKA
DaNbHENLWero yxyaLweHus reMognHamukn u cmeptu [2]. YV nauu-
eHToB ¢ MK CH cnepyet n3beratb MHTy6aLMN, Tak Kak 4acto npu-
BOAWT K HECTabUIIbHOCTW reMOLMHAMUKI 1 KOanancy.

9KMO - meTof 3KCTpakopnopanbHOro KpoBoo6paLleHus, npu
KOTOPOM KPOBb 3a61PaeTCs LLEHTPOOEXHBIM HACOCOM U NOCTynaeT
B MEMOPAHHbI OKCUreHaTop, rae NpOMCX0ANT 06MEH YrNeKncnoro

Pekomenpaumm

Knacc
peKkoMeHaaumii

YpoBeHb
[0Ka3aTeNbHOCTH

YnauneHToB 1 c4acToTON CepAeyHbIX cokpalLeHnid >110yaapoB/MUH, TUMOTOHMEN (CUCTONNYECKOe
Al <90 mMm pT. CT.), ONUTYPUMEN, NOBBILIEHHbIM YPOBHEM faKTaTa PeKOMeHAYeTCcs paccMOTPeTb
roCnuTann3aunto B OTAENIeHNe UHTEHCUBHOM Tepanum [5,184,185].

c

PekomeHyeTcs paccMoTPeTb MOCTaHOBKY LEHTPANbHOMO BEHO3HOr0 Katetepa mnauueHTam ¢
Tshxenon JIAI ans KOHTPONS LeHTParibHOr0 BEHO3HOr0 AABNEHNUA Npu NPoBeLeHUN UHAY3NOHHOK
Tepanun 1 afieKBaTHOro 103MPOBaHMA METNEBbIX AUYPETUKOB, ANS OLEHKW caTypauun Kucnopoaa
B CMELLAHHOW BEHO3HOI KPOBW, XapaKTepu3ytoLLeil CepAeyHbIin BbIGPOC U OKCUTEHALMI0 OpraHoB/
TKaHei [22,184].

Pekomenzyetca paccmotpeTb nposefeHne KMNOC ansg MOHUTOPMPOBAHUS COCTOSHUSA NaLMEHTOB C
TSKENOl NPaBoXenya0o4KoBOi CepeYHon HeoCTaTo4HOCTIO [5,9,14,22,184,185].

PekomeH/lyeTCcs paccMOTpeTb BO3MOXXHOCTb Ha3HAYeHUs MHOTPOMHbLIX MpenaparoB ([OOYTaMuH,
NeBOCUMEH[IAH) AN ONTUMM3aLMK CepLeyHoro Bbibpoca U auypesa y naumeHToB ¢ Taxenon JI
[5,184,185].

PekomeHyeTci Ha3HayeHMe Ba30NPECcCOPOB Yy MAUMEHTOB C CUCTEMHOW TWUMOTEH3Ue ans
KOppeKLumn reMoanHamMmnyecknx HapyeHuin [9,22,183].

PekomeHlyeTcs pacCcMOTPeTb BO3MOXHOCTb Ha3Ha4eHWs HopanuHedpuHa nauueHtam ¢ JII
AN KOPPEKLUM CUCTEMHON TUMOTEH3UM W HapyLIeHWd nepdy3nn XM3HEHHO BaXKHbIX OPraHos,
pedpakTepHbIX K APYrM UHOTPOMHbLIM npenaparam [5,12].

PeKOMeHZyeTCs pPaccMOTPETb BO3MOXHOCTb HA3HAYeHWS WHrNALMOHHOMO OKCKMha asota waw
110NpocCTa A1 YMeHbLLEHWUS NOCTHArpy3KM NpaBoro xenyno4ka y naumeHtos ¢ J1 [5,12, 184,185].

PekomeH[I0BaHO pacCMOTPETb BO3MOXHOCTb NPUMEHEHUs BeHO-apTepuanbHoi 3KMO B KavecTse
BPEMEHHON MOAAEPXKN nepen TPaHCNNAHTaUWeR NErkux wunm npu 0XWOAEMOM pa3peLleHnn
TpuUrrepa KIMHUYecKoro yxyaweHus JII y nauumeHToB ¢ pedpakTepHOM NpaBOXenyao4KOBOK
CepeYHol HeOCTAaTOYHOCTBIO HA (DOHE MaKCKUManbHO BO3MOXHOI JTAT-crieumdnyeckoii Tepanuu
[2,5,9,22, 184,185].

He PEeKoOMeHA0BaHO MPpUMeHeHNe MeTO[0B MEXaHU4ecKon noafepXXku npu HEBO3MOXXHOCTU
YCTPAHEHNA NPUYKHbI AEeKOMMEeHCaLun JIAT unu BbINONTHEHNS 3KCTDGHHOI7I TPaHCNNaHTauun nerknx
[185].

lMpumeyanune: * agantuposaxo. Note: *adapted
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rasa Ha kucnopog [5,9,186]. Mpu BeHoapTepuanbHoi IKMO KpoBb
3abupaetcs 13 6eipeHHON BeHbl 1 BO3BPALLAETCA B GEAPEHHYI0
apTepuio. ATOT METOJ NMO3BONAET HAChILLATH KPOBb KMUCIIOPOLOM
NPy BbIPKEHHOM AbIXaTeNbHOM HELOCTATOYHOCTU W OCYLLECT-
BNATb FeMOAMHAMUYECKYH pasrpysky K.

7.2.2. Cneyndghnyeckas Tepanns

CospemeHHas JIAT-cneundonyeckas Tepanus Bkntovaet bKK (g1
neyerHns naumenTos ¢ VI, HIIAT, JIAT Becreqcteune npuema nexap-
CTBEHHbIX [PENapaToB/TOKCUHOB ¢ nonoxutesasHod O@[T) n natb
KIacCcoB JIeKapCTBEHHbIX MPenapaTtoB NaToreHeTN4eckoro AencTBus
(ana nevenns naynextos VI, HIIAT, JIAl BcneacTsne npuema ne-
KapCTBEHHbIX NPenapaTos/TOKCUHOB ¢ oTpuuatessHoi O[T umm apy-
rumy gpopmamu JIAM) — aHTaroHUCTbl PELenTOPOB 3HAOTENNHA, WH-
rnéutopbl pocoanactepassl 5 Tuna (MOOI-5), ctumynatopsl pri,
cuHTeTnyeckne aHanorw ML, aronuctsl peuentopos [ [2,5,9,22].

NAT-cneuuncnyeckne npenapatbl BO3AEACTBYOT Ha TpU MU-
LIeHN nartoreHesa 3a60MeBaHUS — aKTUBALMIO CUCTEMbI 3HAOTE-
nuHa-1 (3T-1); pedomumt npoctaumknuua (ML) u okcmaa asoTa
(NO) — 3HAOreHHbIX Ba30411aTaToOPOB C aHTUNPONNEPATUBHBIMU
1 NPOTUBOBOCNANNTENbHBIMU CBONCTBAMMU:

1. AP3 6noknpytoT HeratueHble 3addekTbl IT-1 (603eHTaH, am-
OpW3EHTaH, MaLUTEHTaH);

2. npocTaHougbl — ananoru ML, BocnonHAoT ero aeduumnt (MH-
ransauMoHHbIA UIONpPOCT);

3. aroHucTbl peuentopos [L — cenekcunar BbICOKOCENEKTUBHO
akTusmpyet IP-peLenTopsbl;

4. N®[3-5 yBenm4mBaioT NpoayKLMK BTOPUYHOTO MECCEHIKE-
pa anpgoreHHoro NO — urM® (cunaeHadoun, Taganacgun);

5. ctumynsaTop prll puouuryar 3a c4eT akTMBauUUM U CEHCUTU-
3auun hepmenTa K angoreHHomy NO 3Ha4YMTeNbHO yBEnu4mMBaeT
cunTe3 uMo [1,7,9,4,10].

HecmoTps Ha 06GHOB/EHWE AnarHocTUYeckux kputepmes JIAT
(cpNA >20 mm pT. ¢T. 1 JICC >2 E[l Bypna, acpcpekTnBHOCTb JIAT -

crneundnyecknx npenapaToBs HacTosiLLlee Bpems [0Ka3aHa WUC-
KNO4MTENbHO Y naumentoB co cpJ1A >25 mm pt. cT. 1 JICC >3
E[l Bypna [2].

» HasHa4eHue JIAT-cneuudomyeckon Tepanum pPekoMeHayertcs
naunentam JIAT co cpJ1A >25 mm p. cT. n JICC >3 E[] Byna B co-
OTBETCTBUW C A0Ka3aTeNIbHOM 630/ N0 NPUMEHEHUIO NpenapaTos.

Knacc pexomenpauun/ YposeHb fokasatenbHocti: IA [2].

7.2.2.1. bnokatopb! KanbyneBbIX KaHAN0B

BasokoHCTpuKTUBHAsA Teopua natorexesa JII 6asupyercs Ha Ha-
ANYNK TUNepTpoduN Meumn B NEFrOYHbIX apTepusax 1 apTepuonax,
aTakxe cHkeHmmn JICC npu HasHadveHn Ba3ogmnaratopos [1,24].
04eBMAHO, TOMBKO Y HEKOTOPbIX 60JbHbIX J1T NPy Ha3HaYeHun Ba-
30[MNaTaTopoB., B 4acTHOCTY BKK, BO3MOXHO JOCTUYb 3HAYMMOr0
CHWKeHns OJ1A.

Knunuyeckue n nporHoctuyeckune apdektol bKK, npumense-
MbIX B BbICOKUX 032X, NOKa3aHbl B OJHOLLEHTPOBbIX HEKOHTPOMN-
pyembIx uccrefoBaHuax y 6onbHblx ¢ JIAT (ST, HacneacTBeHHON
NAT, JIAT BcneacTeMe npuema nekapcTB/TOKCUHOB) C MONOXM-
TensHoi OO [187].

Tepanus BKK'y 6onbHbIx ¢ VT, HIAT, TAT npu npueme nekapcts/
TOKCMHOB [I0JKHA HA3HA4aTbCs TOSIbKO MPY [OKAa3aHHOW MON0XM-
TenbHon O®I (Tabn. 7.7.). Boibop BKK 3aBucKT 0T cpeHei 4acToTbl
cepAeyHbIx cokpateHuid (1GC) B NoKoe: Npu CUHYCOBOW TaxnKapaum
CneayeT Ha3Ha4aTb AUNTUA3eM, npu HopmanbHon YCC — amnoamnuH
U HUEPEAMNUH [2-5,9,22]. AMNOLUNUH ABNAETCA NPenapaToMm Bbl-
6opa ang naumeHtoB JII ¢ ABNEHUAMU MpaBOXenyno4koson CH.
BKK Ha4nHaT ¢ MUHUMANbHOM JO3UPOBKM C NOCTEMNEHHbIM TUTPO-
BaHMEM [03bl 10 MaKCUMaNbHO NepeHOCUMON nofg KoHTponem Afl,
HCC, nepeHocumocTtn (Tabn. 7.8.). CyTouHble [03bl Mpenaparos,
J0Ka3aBLUMe 3DGEKTUBHOCTb, JOCTATO4YHO BbICOKME: ANt HUDeam-
nuHa — 120-240 mr, gns amnogunuia — go 10-15 mr [9,22]. Y paga
NaLWeHTOB HeXenaTtenbHble ABMeHNs (HA) — runoToHmus, 0Tekm rone-
Hen/cTon 1 Aap. — NPEnATCTBYHOT YBESINYEHUIO 03bl.

Tabnuua 7.7. PekomeHaaLmuu no Ha3Ha4eHUo 610KaTOpoOB KanbLMeBbIX KaHanos [9]*

Table 7.7. Recommendations for prescribing calcium channel blockers [9]*

PekomeHpaumm

Knacc
pekomeHaaumii

YpoBeHb
A0Ka3aTeNbHOCTH

TecTa Ha Ba3opeakTUBHOCTb [2,5,9,22].

PekomeHayeTcs Ha3Ha4eHuMe 6510KaTOPOB KaNbLNeBbIX KAHANOB — NPOM3BOAHBIX AUTMAPONUPULNHA
WU OUnTMasemMa B MakCUManbHO MEPeHOCUMbIX [03ax s fedveHus naumentos ¢ WJIT,
HacnegacTseHHo JIAT, JTAT BcnefcTeuMe nprema fieKkapCTB/TOKCUHOB NP HANTUY UMW NOSTOXKUTENBHOMO

3-4 mec. nocne MHUUMaunm Tepanun [2,5,9,22].

BonbHbim ¢ W, HacnepcteenHon JIAI, JIAI BcrneacTeue npuema J1IeKapcTB/TOKCUHOB,
nonyyatowwum KK B BbICOKMX [03aX, PEKOMEHAYeTCs NpoBefeHne KOHTPOSIbHOro BU3MUTA Yepes

cT 1 JICC <4 E[] Byna) no ganHeim KIMOC 1 ©K I-11 (BO3) [2].

PekomeHayeTcs NpoAoMKUTL Tepanuio 6/10KaTopami KarbLMEBbIX KaHanoB B BbICOKWX [03aX
y nauuenTtoB WJII, wacnencteeHHon JIAL, JIAI BcnefcTBue npuema JieKapCcTB/TOKCUHOB Mpu
JOCTUKEHUN BIU3KNX K HOPMASTbHbIM 3HA4eHWil nokasatenen remognHamuku (cpJ1A <30 mm pt

Y nauneHtoB ¢ nonoxutenbHon O®I npu HeLOCTUXKEHUM GAN3KUX K HOPManbHbIM 3HAa4eHUAM
nokasarener remoguHamukn (cpdJ1A <30 mm pt ¢1 v JICC <4 EL Byga) no ganubim KMOC Ha
thoHe Tepanun BKK B BbICOKMX f103ax, coxpaHeHun OK II-1V (BO3) cnefyeT paccmMoTpeTb BONPOC
0 npogomkeHun nevenuns BKK comectHo ¢ apyrumu JTAT-cneuyndpuyeckumn npenaparamu [2].

HEBO3MOXHOCTM npoBeaeHus ODI [2,5,9,22].

HaszHayenne BKK B BbICOKMX [03ax He pekomeHpayetcs nauueHtam ¢ WJIT, HacneacTBeHHOW
JIAT, JTAT npu npueme NneKapcTB/TOKCMHOB NpU OTPULLATENbHOM TECTE Ba30PEaKTUBHOCTb WK

He pekoMeHAyeTcs Ha3Ha4yeHWe 6NOKATOPOB KanblLMEBbIX KAHANOB AN NEYEHUS NALUEHTOB C
accouuupoBaHHbIMu hopmamu JIAT npu OTCYTCTBUM 0COObIX NOKA3AHWIA K Ha3Ha4YeHuMto [5,9,22].

0TpULATEbHBIM UHOTPOMHBLIM 3dhdhekToM [3,5,9,22].

MauneHtam ¢ JIAT He pekOMeHAyeTC Ha3HayaTb Tepanuio BepanamMuioM B CBA3W C ero

lMpoumeyanune: * agantuposaxo. Note: *adapted
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Mpu HEBO3MOXHOCTU Ha3HavyeHWs BbICOKUX 103 BKK cnepyer
paccMoTpeTb He3amenuTensHoe npucoefnHeHne apyrux JIAT-
cneuunduyecknx npenapatos [2,9]. OnTumanbHo coyeTaHne B APJ
C Y4ETOM MUHUMANbLHOTO BAUAHNA nocnemHux Ha AL [9].

7.2.2.2. AHTaroHucThI peyentopoB 3HAOTENNHA

9T-1 - nentng 3HAOTENNANBHOrO NPOUCXOXAEHUS, KOTOPbIA 06-
nafiaetT MOLHbIM [NTENbHBIM Ba30KOHCTPUKTUBHBIM 3(PCEKTOM,
BbI3bIBAET NponMdepaunto n anddepeHUMpPoBKY rnagKoMbILLEYHbIX
KIETOK COCYAMUCTON CTEHKU, MPOJYKLMIO (haKTOPOB poCTa, LIMTOKM-
HOB, 6MOMIOTMYECKN aKTUBHbIX BELLECTB, aKTUBALMIO CUHTE3 GeNIKOB
BHEKJIETO4HOr0 MaTpukca ombpobnactamm npu CBA3bIBaHUM C peLen-
Topamm TUna A (3TA) [2,3,10]. Y naunenTos ¢ JTAT NOBbILLEHbI KOH-
LeHTpaumuu 3T-1 B nnasme KPoOBM 1 NErO4HON TKaHN [2,5,9,22,188].

Bosgeiicteue 3T-1 Ha peuentopsl TMNa B (3TB) aHpoTenunans-
HbIX KJTETOK 32 CYET YCUNIEHNS KNUPEHCA B NErknX 1 nocpeiCcTBOM
yBenudeHus npogykuum NO n ML cTumynupyet Basogunarauuio.
Mpn 3TOM [0Ka3aHO, YTO KNMHNYecKas acheKkTBHOCTL AP3 npu
HECENEeKTUBHON UMM CENEeKTUBHOI OII0KaLe PeLenTopoB SBMAETCS
COMOCTaBMMON, a pa3nuyns onpeaensoTcs (PapMakOKUHETHNYe-
CKUMMN 0C0BEHHOCTAMM npenapartos [2,5,9,14,188].

Mo xumunyeckoii cTpykType knacc AP3 npeacTasnieH cynbdoHa-
MUAHbIMW NPOU3BOAHBIMIU-003EHTAHOM U MALIMTEHTAHOM, @ TaKXXe
HeCyNb(OHaMUAHbIM POU3BOAHBIM — aMOpU3eHTaHoOM. [10 Ha-
yara NieveHns 1 B Xofe AUHAMUYECKOro HabMeHNs PEKOMEHTY-
eTCA eXEMECAYHBI KOHTPONb YPOBHA MEYEHOYHbIX TPAHCAMUHAS B
CbIBOPOTKE KPOBM C Y4ETOM PUCKA renaToToOKCUYHOCTY W KITMHUYE-
CKOr0 aHann3a KpoBm B CBA3U C BEPOATHOCTbHO CHYXKEHUS YPOBHS
remorno6uHa (taén. 7.9.).

AP3 o6nagatot TepaToreHHbIM AeiiCTBMEM W NPOTUBOMOKA3aHb!
BO Bpems 6epeMeHHocTM [3,5,9,22]. Mpu HasHa4yeHun 603eHTa-
Ha HE0O6XOAMMO NMPUMEHeHUe LBOMHON KOHTpALenuun B CBA3K C
MEX/1eKapCTBEHHbIX B3aMMOZENCTBUEM npenapara ¢ opaibHbIMU
KOHTpauenTtueamu [2,9,22].

Mpenapartbl Knacca AP3 npefcTaBeHbl B antaBUTHOM NOPSAKe.

AM6pPU3EHTAH — CeNeKTUBHbIN aHTaroHncT 3TA-peLenTopos, He-
cynbdoHamuaHbin APJ — npon3BoaHOE NPONAHOEBOIi KUCAOThI. Y

naumentos ¢ VT, HNAT, NNAT-C3CT ¢ ®K II-11 (BO3) B nunoTHOM 1
nByx PKI ARIES-1 n ARIES-2 noka3aHa adhpeKTMBHOCTb Nle4eHNs
amMOBpPM3EHTAHOM B BU[E YNYYLLEHNS KITMHUYECKON CUMNTOMATUKN,
TONEPAHTHOCTY K (PU3NYECKUM Harpy3kam, reMoguHaMU4ecKux na-
paMeTPOB, YBEIMYEHUS BPEMEHN A0 Pa3BUTUS KIUHUYECKOTO YXy .-
LweHus [5,9,22,189].

HavanbHas fosa 5 mr 1 pa3 B cytku yeenmyusaetcs fo 10 mr
OJHOKpaTHO 4epe3 4 Hedenu nocne NabopaTopHOro KOHTPONS,
Janee creayet NPOBOAUTL €XEMECAYHbIA KOHTPOSb (DePMEHTOB
neyeHn. Ha choHe Tepanuy ambpU3eHTaHOM Yallle N0 CPaBHEHUIO
¢ Apyrumu AP3 BO3HUMKAIOT nepudepuyeckne 0TeKm Npu Npu HA3-
KO BEPOSATHOCTI MOBbILLEHNS YPOBHA NEYEHOYHbIX TpaHCaMIHA3
(0,8-3%) [2,9,22,189].

B P® un KasaxcrtaHe ambpu3eHTaH nokasaH Ans fieveHns 60/b-
HbIx JTAT ¢ ©K 111l (BO3) ans ynyylieHus nepeHocuMocTit ousm-
YECKOW Harpysku, 3amefieHns NporpeccupoBaHns KIUHUYECKUX
cUMNTOMOB (Tabn. 7.8.n 7.9.).

bo3eHTaH — HecenekTBHbIA AP3J, 6nokupyrowmui 3TA- n 3TB-
peuenTopbl, Cnoco6CTBOBAN Y/YHLIEHNO MNEPeHoCUMOoCTn (om-
3ndeckoit Harpysku, ®K (BO3), nokasatenenn remoguHamMmuku u
YBENUYEHWIO BPEMEHN 10 KNUHUYECKOr0 YXYALUEHNS Y NauueHToB
¢ WNr, NAT-C3CT, cunapomom Jid3eHMeHrepa no pesynbTatam
wect PKW (Study-351, BREATHE-1, BREATHE-2, BREATHE-5,
EARLY, COMPASS-2) [2,5,9,10,22,190].

HavanbHas no3a 603eHTaHa y B3pOCHbIX COCTaBNsieT 62,5 mr 2
pasa B CyTKW C TUTpaumeit 4o 125 mr aBa pasa B [ieHb M0C/e KOHTPO-
N5 NabopaTopHbIX TECTOB, Aaniee CreayeT NPOBOAUTL EXXeMECAYHbIN
KOHTPO/Ib (hepMeHTOB neyeHu. [10BbILLIEHNE YPOBHSA TpaHCamMmuHa3
(npumepHo y 10% 60/bHbIX) ABIAETCA 403032aBUCMMbIM W 4acTO 06-
paTUMbIM NOCIe YMEHbLLEHUS [03bl UM OTMEHbI npenapara. Hanbo-
nee BEpOATHbIM MEXaHU3MOM SIBNSETCSA J0303aBUCUMAs KOHKYPEH-
UMA C XKeNYHbIMU CONAMM, YTO MPUBOANT K 3a[€PXKKE NOCHefHIUX B
renaroumtax. Ha qooHe nprema 603eHTaHa MOXET CHUKATLCS YPO-
BEHb reMOrno6uHa 1 NosiBUTLCS Nepudepruyeckine 0TeKu.

CnenyeT y4uTbIBaTh LUMPOKNIA CNEKTP MEX1eKapCTBEHHbIX B3a-
MMOZENCTBNIA 6O3eHTaHA C npenaparamu, KOTopble MeTabosn3un-
pYtOTCS B NEYEHN C y4acTuem cuctembl LutoxpomoB GYP3A4 u

Tabnuua 7.8. CrapToBble 1 MakcumanbHbie f03bl JIAT-cneuucthuyeckux npenaparos [22]*

Table 7.8. Starting and maximum doses of PAH-specific drugs [22]*
Mpenapar

CrapToBas f03a

MakcumanbHas cyTouHas f03UpoBKa

bnokatopbl KanbuuesbIX KaHanos

Hutbeaunuu-petapa 30 Mmr x 2 pa3a B fieHb 120-240 mr
Amnogunut 2,5 Mr x 1 pa3 B ieHb 15 mr
[untnasem 60 mr x 3 pasa B AieHb 240-360 mr
AHTaroHucTbl PeLenTopoB IHAOTENNHA
AmM6pun3eHTaH 5Mr x 1 pa3 B eHb 10 mr
bo3seHTaH 62,5 Mr x 2 pasa B fieHb 250 mr
MauunTeHTaH 10 mr x 1 pa3 B eHb 10 mr
Wnrnéutopol ®3-5
CunpgeHadun 5-10 mr x 2-3 pa3sa B [ieHb 60 mr
Tapanacoun 20 Mr x 1 pa3 B ieHb 40 mr
Ctumynatops! prLl: punoumnryar 1 mr x 3 pas B ieHb 7,5 Mr
[pocTaHoNAb!: UHrANALMOHHBIA NIONPOCT 2,5 MKr# x 6 pa3 B [ieHb 5 MKr# x 6-9 pa3 B ieHb
AroHucTbl peuentopos ML: cenekcunar 200 mKr x 2 pa3a B JieHb 3200 mKr

lMpumeyanune: #[Jo3a, JOCTAB/ISAEMAs 46pe3 MYyHALITYK UHranaropa. * agantupoBaHo.

Note: #Dose delivered through the inhaler mouthpiece. *adapted
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CYP2C9 (tabn. 7.8. n 7.15.). Ha choHe npuema 603eHTaHa CHU-
Xaetcs 3 PeKTUBHOCTb BapgdhapuHa; opasibHbIX KOHTPALLENTUBOB,
47O TPEOYET NPUMEHEHUS JBONHBIX METOA0B KOHTpALenuuu.

B PO, Pecnybnuke benapych, KazaxctaHe 603eHTaH PeKOMEH-
[O0BaH Ans nedvequs nauueHtos JIAT ¢ ®K II-IV (BO3) ¢ uensto
YNYHLWEHUS TOMEPAHTHOCTU K (DU3NHECKUM Harpyskam W KNuHM-
4eCKWUX CUMMTOMOB, 3aMeJJIeHs TEMMNOB NPOTrPECcCUPOBaHUS 3a-
00J1eBaHNA Y B3POCbIX W JeTert oaHoro rofa (MJ1M/Hacneayemas;
JIAT Bcneactue CCL npw OTCYTCTBUW 3HAYUMOTO WHTEPCTULM-
anbHOro nopaxeHus nérkux; JTAI npu BIC, B 4acTHOCTK, NpK CUH-
apome dnseHmeHrepa (taén. 7.9.). [9].

MauutenTan — goiiHon APJ, o6nafarnwmii 3a CHeT ONTUMM-
3aUun  OU3UKO-XUMUYECKUX CBOWCTB BbICOKOW TKaHeBOI crel-
NPUYHOCTBIO, Y NaumeHToB ¢ JIAT cnoco6CTBaN CHMXEHWIO pUCKa
nporpeccupoBanus JIAT (KnuHUYECKOe YXy[LleHue, atpuocen-
TOCTOMWSA, TPaHCnnaHTauma nérkux, noTpe6HOCTb B HAa3HA4eHUN
napeHTepanbHbIX NPOCTAHOWUAOB) AN CMEPTHOCTU OT JIHOBLIX MpU-
Y/H NO pe3ynbTaTam OLEHKN KOMOWHUPOBAHHONA KOHEYHOI TOYKM
B kpynHom PKI SERAPHIN. JleyeHne mauMTeHTaHOM NpUBOANIO
K YNYHLIEHNIO NEePEHOCMMOCTU (PUBNHECKMX HArPy30K, CHDKEHIIO
JICC v noBbiwennto CU [116]. [oka3aHa aGyPeKTUBHOCTb Tepanuu
MaLMTEHTAHOM He3aBMCUMMO OT Hanuyusa npegwecrtsyrowein JIAM-
cneynduyeckoit Tepanun NOL3-5 unu nHranaynoHHbIMI NpocTa-
HOMAAMM.

3HAYMMBIX MEXNEKapCTBEHHbIX B3aUMOZEACTBUA MpU Npu-
MEHEeHW! MauuTeHTaHa He OTMeyveHo [2,5,9,22]. Mpenapat 06-
nafaeT XopoWwuM CnekTpoM 6e30MacHOCTM: 4acTOTa MOBbILLIEHNS
YPOBHS TpPaHCaMWHa3 He OTnKU4anach ot nnaue6o; y 4,3% naum-
eHTOB, nonydaBwnx 10 Mr MauuTeHTaHa, MOKA3aHO CHUXKeHue
remorno6uHa B kposu <8 r/n [3]. MauuTeHTaH — eJUHCTBEHHbIN
JTAT-cneumnduyeckon npenapart, 3MEKTMBHOCTb 1 6830MaCHOCTb
KOTOpOro nay4eHa y naumeHtoB ¢ noptoJil 8 PKI PORTICO [192].

B P® mauuTeHTaH nokasaH ans AnuTenbHOro neYeHns naLmeHTos
JIAT ¢ ©K II-IIl = npwn UITT/Hacnenyemoit JIAT; JIAT ¢ KomneHcupo-
BaHHbIM HeocnoxHeHHbIM BI1C; JTAT-C3CT ans npenoTBpalleHus
nporpeccuposanus JIAI (cMepTb, NOTPE6HOCTb B HAa3HAYeHUN B/B
UK N/K NPOCTaHOWLOB, KNUHNYecKoe yxyaleHue JTAT (ymeHbLue-
Hue auctaHumm B TOBMX, yxyaLieHune KnMHUYeCcKon CUMNTOMATIKM,
NOTPe6HOCTb B ONONHNUTENbHO JIAT-creumndmyeckoi Tepanun) B
BU[E MOHOTEpanuu Unm B KOMo6uHaumum (taén. 7.8. n 7.9.).

7.2.2.3. Unrnbutops! thocghoanacrepassi Tuna 5

B natoreHe3e JIAI gokasaHa ponb curHansHoro nytu NO-prL-
UM®, perynupyiollero penaxkcauuio riagkoMbILLEYHbIX KNEeTOK
COCYZI0B, NPOHULAEMOCTb 3HAOTENNSA, NPOLECChl Nponmdepaumum
1 BOCnaneHus, arperaumio Tpomoéoumtos [4,10]. B néroynbix co-
cyfax naumeHtos ¢ JIAI 3Ha4YMTeNbHO NOBbILWEH YPOBEHb dhocd)o-
AnacTepasbl 5-ro TMnNa — hepMeHTa, 0CYLLECTBAAILLEr0 Aerpaja-
uuto BTopuyHoro mecceHmkepa NO — ufMo.

Okenp a30Ta — MOLLHbIA 3HAOTEHHbIA BAa30[AMMATaTOp, Cenek-
TWBHO BO3[ENACTBYET Ha COCYAbl Manoro Kpyra KpoBoooOpaLLeHus
3a cyet aktueaumn prl v ysennyenus cuntesa urM®. WHrans-
UnoHHbIN NO mcnonb3yetcs ¢ uenbto nposefeHns 0@ ans Bbl-
SIBNIEHMS OOMbHbIX C NOTEHUWanbHON adekTBHOCTEID BKK
[2,3,5,9,22].

CunpeHadhun — nepeblil CeNeKTUBHbIA UHruouTop UrM® — 3a-
BUCMMOIA hocpoamacTepasbl Tuna 5, 0A0OPEHHbIA AN1F NeYeHns
naunenTos ¢ J1AT, npefoTepatiaet gerpagauuio UurM®, 410 BbI3bI-
BaeT cHxeHue JICC n neperpysku MK, a Takxe o6nagaeT aHTu-
nponuepaTusHbiM adpdekTom. Makcumym AencTBus CUNeHa-
thuna focturaetcs vyepes 60 muHyT [5,10,193].

B HeKOHTpONMpyembIX KIMHWYECKMX MCCIIEA0BAHNAX CUeHa-
thun npu HasHadeHun nauuentam ¢ WUIT, JIAT-C3CT, JTAT-BIIC,
XTAJII B posax 25-75 mr 2-3 pasa B CYTKM BbI3blBas yiyuLle-
HUE TeMOJMHAMUKA W TONEPAHTHOCTI K (OU3NYECKUM Harpyskam

Tabnuua 7.9. Pekomenpauuu no Ha3Ha4yeHUI0 aHTarOHUCTOB PELENTOPOB 3HAOTeNuHa [2]*
Table 7.9. Recommendations for prescribing endothelin receptor antagonists [2]*

PekomeHnpauum

YpoBeHb

Knacc pekomeHpaumii
[0Ka3aTenbHOCTH

KNUHUYECKMX CMMNTOMOB [2,5,9,22].

Pekomenayetcs HasHadeHue ambpuaeHTaHa nauueHtam c JIAT gna ynydwenus
NepeHoCUMOCT  (DM3UYECKON HArPy3KM UM 3aMeAreHns NporpeccupoBaHms

C ans naumentos IV @K

PekomeHnayetcs

NAT [2,5,9,22].

Ha3HayeHne O6o3eHTaHa naumeHtam ¢ WNT, JIAT-C3CT,
CUHLPOMOM JW3eHMEHrepa [N YAy4YWeHWs NepeHoCUMOCTU  (PU3NYECKIX
Harpy30K W CHKEHUS YaCTOThbl FOCNMTANN3aL/in BCAeACTBME NPOrpeccMpoBaHus

C ans naumenToB IV ®K

[2,5,9,22].

PekomeHyeTca Ha3HayeHne MaLmMTeHTaHa nawueHTam ¢ JTAT ang npeoTepalLeHus
MPOrpeccupoBaHna 3a6oNeBaHns W ynyylleHus (YHKLUNOHANLHOMO CcTaTtyca

C ans naumentos IV ®K

peLenTopoB 3HaoTeNuHa [2,5,9,22,116,189-191].

PekomeHayeTcs exeMecaqHoe onpefeneHne akTUBHOCTM acnapTaTtaMUHOTPAHC-
(hepasbl 1 anaHNHaMUHOTPaHCHEpasbl B KPOBK HA (DOHE Npuema aHTaroHMCTOB

116,189-191].

Maumentam ¢ JIA[, nonyyawLWMUM aHTarOHUCTbI PELEnTOpPOB 3HAOTENNHA,
PEKOMEH/YETCSA eXXeMeCAYHbI KOHTPOMb reMorniobuHa n rematokpura [5,9,14,22,

MMaumnentkam ¢ JIA[ penpofyKTMBHOrO BO3pacTa, MOMYYatoLUM aHTarOHWUCTbI
peLenTopoB SHAOTENIMHA, PEKOMEH/YeTCs afjekBaTHas KoHTpalenums [5,9,10,22].

PekomeHayeTcs ABOHONA MeTO KOHTpaLenuuu npu npueme 603eHTaHa [2,9,22].

lpumedanne: * agantuposaro. Note: *adapted
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[3,4,10]. B 4-x PKW y naumeHtoB ¢ JIAl npenapar npofemoH-
CTPUPOBAN MONOXWUTENIbHOE BSIUSHUE HA MEPEHOCUMMOCTb (PU3N-
yeckux Harpy3ok, ®K (BO3), remopguHamuyeckue napameTpbl
[2,5,22,193]. B PKIN SUPER-1y 278 60nbHbIx ¢ JIAT, nonyyaBLumnx
cungeHadouna umtpar B go3sax 20, 40, 80 mr 3 pasa B CyTKu, LOCTK-
rancs cornocTaBMMbIii NpUPOCT auctaHuuy B TBMX ¢ ynydiieHnem
KNUHNYECKON CUMNTOMATUKM U remoanHamukm [5,10,193].

Onmucanbl peakue HS npenapara nerkoi unu ymepeHHON Bbl-
PAXEHHOCTU, CBSA3aHHbIE MPEUMYLLECTBEHHO C Ba3oaunatauuen
(ronoBHas 60/b, 3aN0XEHHOCTb HOCA, NPUIUBBI, FTUNEpeMus nnua,
HocoBOe KpoBoTeyeHue) [5,10,193,194].

B nnaHe MeXnekapCcTBEHHbIX B3aMMOAEACTBIIA CiedyeT Y4nTbl-
BaTb PUCK 3HAYMTENbHOrO MOBbILIEHNS KOHLEHTPALUK CUNfeHa-
(buna B KPOBU HA (DOHE MpMema BbICOKOAKTUBHOWN aHTMPETPOBU-
PYCHOW Tepanuu. B pyTuHHON npakTuke y nauneHtos ¢ JIAT-BUY,
NoJyHaloLLMX UHrMO6MTOPBLI MPOTEasbl, KOPPEKLMN [03bl CUNLEHa-
thuna, Kak npasuno, He TpebyeTcs, 0HAKO LIeNecoobpasHo Hayu-
HaTb NeYeHune CUAeHaUIOM ¢ HU3KMX 403 N0 KOHTPOEM nepe-
HOCUMOCTU, BKNtOYas runoToHmto [22]. CoBMeCTHOE NpUMEHeHne
cunaeHadouna n goHatopos NO unu puouuryata npoTMBONOKa3aHo
13-3a PUCKA MMMOTOHMN 1 CUHKOMANbHBIX COCTOSAHNIA [2,5,10,22].

B P®, Pecnybnuke benapycs, Kasaxcrane, KbiproiactaHe cun-
neHadun ofo6peH ana nedveHns 600bHbIX ¢ JIAT ans ynydweHus
NepeHoCMMOCTI (PU3NYECKNX HArpy30K U (OYHKLWOHANTBHOIO CTa-
Tyca (tabn. 7.10.). PekomeH0BaHHas [03a cocTasniser 20 Mr Tpu
pasa B CyTKM (Tabn. 7.8.). B KNnHMYeCKOil NpakTuke y paga 60sb-
HbIX TpebyeTcs nosbilleHne [03bl Ao 40-80 mr Tpu pasa B [eHb
[3,9].

Tapanacpun — nepopansHeiii NOO3-5 ans npuema 0auH pas B
CyTKM (nepuog nonysbiefeHus 17,5 yacos) [5]. B PKW PHIRST y
406 nauueHToB ¢ JIAT, nonyyaBlumnx Taganadun B gosax ao 40 mr
B CYTKU (53% Haxogunucb Ha 6a30BOK Tepannn 603eHTaHOM), No-
Ka3aHbl MON0XNUTENbHbIE 3NMEKTbI IEYEHUS HA NEPeHOCUMOCTb
(bu3n4ecknx Harpysok, BbIPaXEHHOCTb CUMNTOMATUKMW, NOKa3a-
TeNn reMoguHaMuKKN C YBENUYEHUEM BPEMEHN [0 KIWMHUYECKOro
yXyAweHnsa [2,5,195].

Mpoduns HA conocTtaBum ¢ TakOBbIM NPU NPUMEHEHUN CUfe-
Hadouna. OgHako B uccrnepoBadumn SITAR y 35 naumeHtos ¢ JIAT

MOKasaHo, YTO NepeBof ¢ cunaeHaduna Ha Taganadgun conposo-
xaancs 60nblueil YA0BNETBOPEHHOCTbIO MALWMEHTOB Ka4yecTBOM
neyeHms. 310 NO3BONSET paccMaTpPKBaTh TaKyH 3aMeHy y nauu-
EHTOB C BbIPaXXEHHbIMU NOBOYHbIMI 3hPEeKTamMK Ha POHe npuema
cunpeHaduna [196].

lMpencrtasnatoT uHTepec peaynbrtathl PKU ¢ nsydeHnem adpex-
TUBHOCTW/ 6€30MaCHOCTM Taganadouna B COCTaBe CTAPTOBbLIX KOM-
6uHauun (pasgen 7.4.2.).

Y nauneHToB, NOMyHaLWMUX WHTMBUTOPLI NPOTeasbl, CooobLla-
NOCb 0 MeXIeKapcTBeHHOM B3aumopeiicTeum ¢ UDMI-5, npuso-
JALWNUM K 3HAYNUTESIbHOMY MOBbILLIEHUID KOHLEHTPALWUW NOCAEHUX.
CneayeT HasHayaTb Taganadun B HU3KUX [03aX C TLATENbHbIM
KOHTPONEM NOTeHLManbHbIX MO60YHLIX 3G(EKTOB, BKIKOYAS M-
notouuio [13,197].

B P® tapanadun ogobpeH ans neveHus 6onbHbiX ¢ JIAI ans
YNYYLIEHN NePeHOCUMOCTU (OU3NYECKUX HArpy30K U (OYHKLMO-
HanbHoro craryca (taén. 7.10.). PekomengosanHas fo3a cocTas-
nset 20-40 mMr oLHOKpATHO B CyTKM (Tabs. 7.8.) [2,5].

7.2.24. CTumynaropel pacTeopuUMOi ryaHunaTynknasol

B otnuymne ot N®L3-5, KOTOpbIE 0KA3bIBAOT BUSHWUE HA CUT-
HanbHbIA NyTb NO-pIU-urM® 3a c4eT BNMAHMA HA Aerpajauuto
urM®, ctumynatopbl pll nosbiwatwT npogykuuwo UrM®, oka-
3bIBas Kak Npsmoe CTUMynupylowee AeicTBue Ha prll, Tak w
noBbILWIAA YyBCTBUTENBHOCTL (hepmeHTa K NO [4,10,198]. B po-
KIMUHUYECKUX UCCELOBAHUAX HA XMBOTHBLIX MOLENAX MOKa3aHbl
AHTUNPONNEPATUBHBIE U aHTUPEMOLENUPYIOLLNE 3PMEKTbI CTH-
mynsTtopos pl'L [4,10].

Puoumryat — nepBblil 1 efWHCTBEHHbIA cTUmynsTop plL, ofo-
OpeHHbli Ans nedeHus nauweHTos ¢ JIAT u HeonepabenbHon/ pe-
angyanbHoit XTI [199,200]. B otnnyme ot UOL3-5, koTopble
npeaynpexaarT aerpagaunio urM®, crumynsarops! pl'Ll nosbiwaot
€ro NPoJYyKLMI0 B YCNOBUSAX HAPYLLIEHWIA OKMCNTENbHO-BOCCTAHOBM-
TenbHoro craryca pll [4,10,198]. B 12-HefenbHOM nnawe60-KoHTpO-
nmpyemom PKI PATENT-1 npogemoHcTpupoBaHa 3qpeKTMBHOCTb
puoumryara npy HasHadeHun B [o3e A0 2,5 Mr 3 pasa B [eHb Y na-
uneHToB ¢ JIAT (n=443) ¢ yny4LleHnem KIMHUYECKOR CUMNTOMATUKN,
NePeHOCMMOCTY (PU3NYECKIX HArPY30K, FeMOSNHAMINYECKMX Napame-
TpoB, ®K (BO3), yBennyeHnem BpeMeHu 0 Pa3BUTUS KIIMHUYECKOrO

Tabnuua 7.10. PekomeHaaumu no Ha3Ha4yeHUIo NPenapaToB, BO3AEHCTBYIOWMX HA curHanbHbii nyTb NO-prL-urMe [2]*
Table 7.10. Recommendations for prescribing drugs that affect the NO-sGC-cGMP signaling pathway [2]*

Pekomenpaumm

Knacc pekomeHpaumii | YpoBeHb J0Ka3aTenbHOCTH

nof3-5

NAT [2,5,9,22,193].

PekomMeHA0BaHO Ha3Ha4YeHwe cungeHaduna Ans ynydweHns nepeHocu-

MOCTM (OU3NYECKMX HArpy30K 1 (DYHKLIMOHANBHOrO cTaTyca nawlueHToB ¢
lIb gnsa naumentoB |V ®K C ans nauueHToB IV ®K

NAT [5,195].

PekomeHAayeTCs HazHaveHne Taganaduna ons ynyyiweHns nepeHocumo-
CTU (hU3MYECKNUX HArpy30K M (PYHKUMOHANBHOTO cTaTyca MaLueHToB C

lIb gns naumentos |V ®K C ans nauueHTos IV ®K

Puoynryar

nporpeccuposanus JT1Al [2,5,9,22,195].

PeKomMeH[J0BaHO Ha3HauyeHWe puouuryata ans ynyyleHus nepeHocumo-

CTN (busmyeckux Harpysok, ynyywenus ®K (BO3) u npenoTepatlieHns
Ilb ans naumenTos IV ®K

C onga nauyuneHtoBs IV OK

Hoi XTI [2,5,9,22,49].

PekomeHayeTcs HasHa4eHue puouuryata s ynyylleHus nepeHocumo-

CTU PU3NYECKMX HArpPY30K Y MaLyUeHTOB ¢ HeonepabenbHOI/ pesniyarb-
Ilb ans naumenTos IV ®K

C ans nauyueHTos IV ®K

[2,5,9,10,22].

He pekomeHmyeTcss Kom6uHaums puoumuryata n UOO3-5 n3-3a pucka
Pa3BMTUS CUCTEMHOM TUMOTOHWM W APYruX NOBOYHbIX 3 EEKTOB

lMpumeyanune: * agantuposaxo. Note: *adapted

EURASIAN HEART JOURNAL, 1, 2024 | 43 |



KIMTMHWYECKWE PEKOMEHOALIVIV | PEKOMEHOALIVMIW EAK 2024

yxyawenus [199]. Mnaue60-KoppurupoBaHHbIA NPUPOCT ANCTAHLNN
B T6MX (nepBu4Hasa KOHe4Has T04Ka) K 12 HeLiene NeveHns cocTasun
+36 M (p<0,001), nocTurancs y paHee He Jie4eHHbIX NALMEHTOB, TaK 1
nonyyasLUnx npeawectaytoLLyto JIAT-cneundonyeckyto Tepanuio AP3
nnn aHanoramu ML (44% v 6%, co0TBETCTBEHHO) [3,9].

TuTpaumsa puoumryata ¢ Ao3bl 1 Mr Tpu pasa B [eHb OCYLLECT-
BNAETCA Kaxaple ABe Heaenn Ha 0,5 mr 3 pa3a B 1eHb N0J KOHTPO-
NIeM NepeHOCUMOCTM U YPOBHSA CUCTOMNYECKOrO apTepuasibHoro
[laBfIeHus (B NONOXEHUN CUAS B MOKOe >95 MM pT. CT.) L0 MaKcu-
MaJibHOV CYTOYHOM A03bl 7,5 Mr) (Tabn. 7.8.). Cneayet nHopmm-
poBaTh NauNeHTOB 0 HEOOXOAMMOCTM 0TKa3a OT KYPEHMS C Y4EeTOM
CYLLECTBEHHOIO CHVKEHWUS KOHLEHTpaumus puouuryata B KpoBW
[199]. Puouunryat npoTnBonoKasaH npu 6epemMeHHOCTI, NOCKOMb-
Ky 06/1afaeT TepatoreHHbIM adgoektom [2,5,9,22].

[To paHHbIM OTKpbITOro uccnenoBaHus PATENT-2 aByxneTHsas
BbKMBAEMOCTb NauueHToB ¢ JTAI Ha hoHe Tepanuu puoLuryatom
coctaBuna 93%, npu atom y 79% nauneHTOB He Habnaanoch
KIMHWUYECKOro yXyaLeHus. 83% naLueHToB Yepes ABa roga npo-
[0JDKanu npuem puouuryara B ka4ecTse MoHotepanum [201].

Puouuryar o6nagfaet xopolnmM CnekTpom 6e30nacHocTu, npo-
bunb NOo60YHLIX INMEKTOB pruoLmMryata aHanormyeH TakoBomy y
Nons-5 [4,5,22].

Pvoumnryatr ctan nepBbiM nekapcTBeHHbIM npenapatom JIAT-
Ccneumcmn4eckon Tepaniuu, JOKasasLUUM CBOK 3P MEKTUBHOCTb He
TOnbKO npw JIAT, HO v npu XTI [3,5,9]. B PKW CHEST-1 y 261
nawlueHTa ¢ HeonepabenbHon (72%) Unu nepcucTupyroLLen/pesu-
AyanbHoii XTI (28%) nnaue60-KOppurupoBaHHbIid NPpUpoCT anc-
TaHumn B TBMX (nepBu4Has KOHe4Has TO4YKa) COCTaBU B CPeLHEM
+46 M (p<0,0001) — B noarpynne HeornepabesnbHbiX 60MbHbIX +54 M,
npu pesamayansHoin J1I +27 m [201]. Tepanus puuuryatom npueo-
auna K goctosepHomy ynyywenuto JICC, cpOJ1A n CU (p<0,0001),
®K (p=0,0026), uHgexca oabiwku no bopry (p=0,0035), kaue-
CTBa XW3HW no onpocHuky EQ-5D (p<0,0001), yposHa NT-proBNP
(p<0,0001). MoamMyHas BbHKMBAEMOCTb MALMEHTOB cocTasuna 97%,
0e3 NPU3HAKOB KNNHUYECKOrO yXyaLweHus y 87% 60nbHbIX [202].

Puouuryar ogo6peH B Pecny6nuke benapych, P® n KasaxctaHe
INa neveHns 60nbHbIX ¢ JIAT ¢ Lenbto yNyylleHns nepeHocumo-
CTW (PU3NYECKNX HArpYy30K 1 NPeSoTBPALLEHNS NPOrpeccupoBaHms
(MNT, nacnepyemas JIAT, JIAT-C3CT) (ta6n. 7.11.). [ns 60/bHbIX
¢ XTI (pe3uayanbHas U HeonepabesnbHble OPMbI) npenapar
noKasaH Ans yny4leHus nepeHocMMocTi (OU3NHECKNX Harpy3oK.

7.2.2.5. lpoctaHongbi

HapyweHne cuHTesa ML, — mowwHOro Baszogunararopa C LMTO-
NPOTEKTOPHbLIM, AHTUMPONNEPATUBHBIM, NPOTUBOBOCMANUTENb-
HbIM 1 [le3arperaHTHbIM 3DEKTOM, ABNAETCA 0JHOI U3 naTogu-
310SI0rMYECKNX MULLEHE NS 1IeKapCTBEHHOr0 BO3AEMCTBUS NpK
JIAT [4,10]. O HapyweHun npogykuum ML npu JIAT cBugetens-
CTBYET CHIKEHUE 3KCNPeCcCui NPOCTALMKIIMHCUHTASbI B NEr04HbIX

apTepmsx, a TakxXe YMeHblUeHue akckpeuun metabonutos MU ¢
mMo4on [2,3,5]. AcppekTbl MLl peanusyroTcs Hepes akTuBauuio pe-
uentopos [L (IP) 3a c4eT yBennyeHus NpoayKLMN LUKITMYECKOro
a[leHo3MHMOHOhocdara.

Wnonpoct — xumunyeckn ctabunbHbiii aHanor ML B a9p0o30bHON
dopme, CeneKTUBHO BO3AEMCTBYIOLLMA HA COCYAbl MAnoro Kpyra
KpoBooobpauleHus. B 12-HegenbHoM nnaue60-KOHTPOAUPYEMOM
PKIN AIR-1'y 60nbHbIX ¢ JIAT n Heonepa6ensHon XTI I-IV ©K
(NYHA) nnonpocT ynyyiwan KauHUYeCcKytd CUMNTOMATUKY, Tose-
PaHTHOCTb K (puanyeckum Harpyskam, ®K (BO3), cHmxan JICC
W 4acTOTY KNMHUYECKMX coObITUIA [3,203]. [nuTenbHas MOHOTe-
panus UIoNPOCTOM He NPUBOAMAA K YIYYLIEHUI0 BbDKMBAEMOCTU
naunentoB ¢ JIAT[204]. B uccnegosaHun STEP y 60 60MbHbIX,
NPUHUMaBLINX 6036HTaH, NPUCOEANHEHNE NIONPOCTa NPUBOANIIO
K npupocty guctaHumu 8 T6MX (p<0,051) no cpasHeHuto ¢ nna-
Le60 [205]. MNpeano4TMTENbHO NPUMEHEHNE MIIONPOCTA B COCTaBe
KomO6uHupoBaHHon JIAT-cneumdnyeckon Tepanuu [22].

VHrangumm nnonpocra no 2,5-5 Mkr 6-9 pa3 B JeHb NpoBOAAT-
€S C NoMoLLbl Y3-Hebynaii3epos (LMTENbHOCTb WHranauuu Ao
5 MuH.) (Tabn. 7.8.). inonpocTt xapakTepu3yeTcsa XopoLuei nepe-
HOCMMOCTbI0. Hanbonee YactbiMn HA aBnAa0TCA rosioBHas 60b U
runepemus nuua, cBA3aHHbIe C CUCTEMHON Bazogunarauueit; 6onu
B YENOCTM W JUCMencus BCNeLCTBUE HECENEeKTUBHOrO AEeNCTBUS
Ha peuentopsl ML [4,10,203,205,206]. Mpn npoBefeHUN UHrans-
LA MNONpoCTa MOXET MOABUTLCA CYXOW Kallenb 3a CHeT MoBbl-
LUEHUS PEAKTUBHOCTU BEPXHUX AbIXATeNIbHbIX MyTeN, 0COOEHHO Y
nauneHToB ¢ 6POHX006CTPYKTUBHBIM CUHAPOMOM. Mnonpoct 06-
NajiaeT BbIPOKEHHbIM [je3arperaHTHbIM 3 drekToM, 4To TpebyeTcs
Y4UTbIBATb NPU HA3HAYEHUMN NALMEHTAM C PUCKOM KPOBOTEYEHUIA.

B P® 1 KazaxcTtaHe MHransauuoHHbIA MNONPOCT PEKOMEHIYEeTCs
INS NeYeHns cpeaHeTskenon u tsxxenoi popm JI: U/ Hacne-
ayemon JIAT, JTIAT-C3CT, JIAT Ha choHe npuema NeKapCTBEHHbIX
npenaparo., HeonepabensHbix dhopm XTI (Tabn. 7.11.) [9,22].

7.2.2.6. AroHncTbl peyenTopos npocTaynkanHa

Cenekcunar — nepeblii NEPOPANbHbIA  CENEKTUBHBIA  arOHUCT
peuentopos [L (IP) HenpocTaHouaHoii cTpykTypsl [207]. B Kpyn-
HomacwwTabHom PKW 3-ii chasbl GRIPHON, BkntoyasLuem 1156 na-
umeHToB ¢ JIAl, foKa3aHo, 4TO Ha3HaYeHWe cenekcunara B Buae
MOHOTepanuu unn B KombuHauum ¢ AP3 n/unn NOO35, npuso-
ANII0 K YBEJTIMYEHUI0 BPEMEHN 10 HACTYNNEHNS NepBoro cobbITis
3260/1€BaeMOCTW/CMEPTHOCTA (CMEPTb OT BCEX MPUYUH, rocnu-
Tanu3auus B cBA3U C¢ yxyawenuem JIAT, notTpe6HOCTb B NpoBe-
JeHUU TPAHCNMAHTaUuyM NErkux Unn npeacepAHoin centTocToMni,
MapeHTepanbHOi  Tepanunm NPOCTAHOMAAMU UNU  MOCTOSHHOWA
0,-Tepanun, knuHnyeckoe yxyawenue JIAT) Ha 40% [207]. Icb-
(PeKTUBHOCTb CesleKkcunara He 3asicena 0T BO3pacta nauueHTos,
atuonorum JTAl, cTatyca npefLlecTBYOLEn cneynguyeckon Te-
panuu [2].

Tabnuua 7.11. PekomMexaauum no HasHaueHuo npenapaToB NPOCTaLUMKAMHOrO nyTH [2]*
Table 7.11. Recommendations for prescribing drugs of the prostacyclin pathway [21*

PekomeHnpauum

Knacc pekomeHpgaumii

YpoBeHb 10Ka3aTenbHOCTH

3abonesanns [2,5,9,22].

PeKoMeHAyeTC HasHayeHue WHransALNoHHOTrO MNONPOCTa AN NeYeHns
naumenToB VI, HNAT, JIAT-C3CT, JIAT npu npueme NekapcTB/TOKCUHOB
npu OK llI-IV (BO3) mna ynyyweHus nepeHOCUMOCTU (OU3NYHECKUX
Harpysok, ynyywenus ®K (BO3) n npesotepalleHns nporpeccrupoBaHms

IIb gns naumeHtoB |V ®K C ans nauueHTos IV ®K

npesynpexzaeHns nporpeccuposaqmns 3abonesanns [2,5,9,22].

PekomeHayeTca HasHadveHue cenekcunara naumentam c JTAT [I-1Il ®K ons _

lIb pnsa naumeHtoB |V ®K C ans nauueHTos IV ®K

lMpumeyanne: * agantuposaxo. Note: *adapted
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HavanbHas fo3a cenekcunara coctasnsiet 200 MKr aga pasa B
JleHb C NOCNeayLLeid exXeHeaeNIbHOW TUTpaumeid pa3oBoii 403bl
Ha 200 MKr [0 MaKcKUManbHo nepeHocumoli fo3bl 1600 mMkr 2 pasa
B [ieHb (Tabn. 7.8.) [9,22,208]. B PKI1 GRIPHON 42,9% naumeHToB
nosyyanu Boicokue fo3sbl (1200-1600 mkr 2 pasa), 31,2% — cpeg-
Hue n 23,2% — Huskune (200-400 mkr 2 pasa) [207].

Hau6onee yactbiMu HA 6binin ronosHas 60sb, Auapes, TOWHOTa
1 60nb B YenocTu. CBA3aHHbIE C NpUeMoMm cenekcunara Hf BcTpe-
yanucs B 14,3% cny4aes no cpaBHeHuto ¢ 7,1% B rpynne nnawe6o,
4TO B PS/IE CNy4aeB ABUNOCH NPUHNHOI NPEKPALLEHUS NEYEHNs Y
naumeHToB B uccnegosanui GRIPHON (p<0,001) [2].

CoBMecCTHbIN Npuem cenekcunara ¢ uHrnéutopom CYP2C8 rem-
(bubpo3nnom KaTeropuyecki NPoTMBONOKA3aH U3-3a [BYKPATHO-
ro YBESIMYEHNS KOHLEHTpaLMK Cenekcunara B KpOBM W, COOTBET-
CTBEHHO, yCUNIeHNs NO60YHbIX 3¢PdheKToB [22].

B P® cenekcunar pekomeHayetcs [N feYeHUs nauueHToB ¢
JIAT ©K 1I-1ll (BO3) ¢ uenbto npefoTBpaLleHus nporpeccupoBa-
Hus JIAT B BUAE MOHOTEpanuu unnm B KoMouHauum (taén. 7.11.).
[9,22,207].

7.2.3. lenn n anroputm cneyngimyeckoin

Tepanun y naynenTos ¢ JIAI

CoBpeMeHHbIe LieNn Tepanun BKMKYAOT AOCTUKEHME Npoduns
HW3KOr0 pucKa CMepTHOCTM (<5% B rofl) No BCeMy CMeKTpy napa-
METPOB OLEeHKM (Tabn. 6.14.).

* [Ins oueHKn acppekTMBHOCTN Tepanuu nauneHTos JIAT B Kaye-
CTBE LIeNi Tepanuu peKOMeHAyeTCs UCMOMb30BaTh AOCTUXEHUE U
NOAAEPXaH1e NPonIA HU3KOro pucka.

Knacc pexomenpaunun/ YposeHb fokasatenbHoctu: I B [2,9,22].

« Y naumeHtos ¢ JIAI yCTaHOBNIEHHOW 3TUONIOMUK NPU HANMYNK

Tabnuua 7.12. PekomeHgauuu no HayanbHoi cTpateruu nevenns JIAT [2]*

Table 7.12. Recommendations for initial treatment strategy for PAH [2]*

COMYTCTBYIOWMX 326051eBaHNA CriefyeT paccMaTpuBatb ONTUMM-
3auunto Tepanuu B MHAUBUAYANbHOM NOPSAKE C Y4eTOM TOr0, YTO Y
psafa NauneHToB AOCTUXKEHWE NPOUNs HIN3KOro puUcKa He npea-
CTaBIISAETCH BO3MOXHbIM.

Knacc pexomenpaunn/ YposeHb fokasatensHoctu: l1aB [2].

B anroputme nevexms nauneHtos J1Al ¢ BnepBble YCTAHOBSEH-
HbIM ANArHO30M MOXHO BbIAENIUTb 3 OCHOBHbIX 6510Ka:

1) 06Lime MeponpuaTUA (peabunutaums/ Guanyeckine Harpysku,
neuxocounanbHasn noaaepXKka, BakUMHaLMs, afeKBaTHas KOHTpa-
Lenuus y XEeHLWNH PenpoayKTMBHOIO BO3pacTa) 1 MOAAEPXnBa-
toLas Tepanus (aHTUKOArynsaHTbl, AUYPETUKN, CEPAEYHbIE FMNKO-
3nfpl, KUCNOPOL), YCTAaHOBNEHUE ANArH03a B 3KCNEPTHOM LIEHTPE;

2) Bbl6op cTparerum Tepanun JIAT-cneunduyeckumn npenapa-
Tamn B 3aBMCUMOCTW OT atuonorum, ®K (BO3), komopbugHocTu,
npodouns pucka (taén. 7.12., 7.13.);

3) npu HeLOCTUXEHUN LieSieil SIe4eHs PEKOMEHAYeTCs HasHa-
YeHUe KOMOMHUPOBaHHOI JTAT-cneunduyeckon Tepanui, paccma-
TPNUBAETCA BO3SMOXHOCTb NPOBEAEHUS NPeACEPAHONA CeNnTOCTOMMN
1 TpaHCNnaHTauuu nérkux (Taon. 7.14.).

Anroputm nedenus JIAT NPUMEHSIETCS WCKMHOYUTENbHO Y na-
uneHToB ¢ JII rpynnbl . CneayeTt y4nTbiBaTh, YTO AOKa3aTeNbHas
6a3a no npumeHeHuo JIAT-cneumdn4eckoin Tepanuu nostyveHa,
rNaBHbIM OCHOBHOM, Ha KoropTax nauueHtos ¢ WJIT, HIAT, JTAT
npu nNpueme NeKapCTBEHHbIX Mpenaparos/ TOKCMHOB, JIAI npu
C3CT unu BIC (kak npaBuio, Nocne XMpypru4eckomn Koppekuum).

lMocne ycTaHOBNEHUS AWarHo3a BCe paHee He JieYeHHble 60/1b-
Hble ¢ JIAT JOJKHbI HAaNPaBNATLCA B 3KCMNEPTHbIA LeHTp. Havanb-
Hble MEPONPUATMS BKTOYAIOT COBNIOEHIE 00LLUX PEKOMEHAALNIA
1 nopaepxuBatoLLyo Tepanuto. MposeaeHne 0PI aenseTcs 069-
3aTeSIbHbIM [IMarHOCTUYeCKUM TecToM Yy 60nbHbIX ¢ WJTT, HIAT,

Pekomenpaumm

Knacc YpoBeHb
pexomeHpaumit | nOKa3aTenbHOCTH

Nauventam ¢ WJII, HIIAT, JIAT npn npuéme nekapcts/TokcnHos, JIAF-C3CT, peangyansHoin JIAP
110¢/1e KOPPEKUMU MPoCTbIX CUCTEMHO-/IErOYHbIX LLIYHTOB 663 CepeqHO-NEr04HON KOMOPOUAHOCTY
NpU HanM4YMM HU3KOrO PUCKA PEKOMEHLYEeTCS HavyanbHas nepopansHas moHoTepanus AP3, N®[35,
puouuryatom unu cenekcunarom [5,9,116,189,190,193,199,207].

Y naumneHToB ¢ WJII, HIIAT, JIAT npn npueme nekapcts/TokcnHoB, JIAT-C3CT, pesugyansHoi JIAP
110c1e KOppexuum npoCTbiX CUCTEMHO-Er0YHbIX LLYHTOB 683 CepaeYHO-NEN0YHON KOMOPOUAHOCTY,
nonyyatowum J1AT-cneunduryeckyrd MOHOTEpanuio, creayeT PacCMOTPETb Ha3HA4YeHWe paHHel
nocnesoBaTesibHOW KOMOMHWPOBAHHOW Tepanun npu HeLOCTWXKEHWUM HU3KOro pucka vepes 3-4
mecsLa oT Havana fiedeHns [9,10,14].

Y nauuentos c AJII, HITIAT, JIAT npu npueme nekapcts/TokcnHoB, JIAT-C3CT, peangyansHon JIAI nocne
KOPPEKLMN NPOCTbIX CUCTEMHO-TIEM0YHbIX LLYHTOB NPU HANMYNI CEPAEYHO-NEFO4HON KOMOPOUAHOCTH
crnefyeT pacCMOTPeTb Ha3HA4YeHWe HayanbHOW nepopanbHOM MoHoTepanunm APJ, W®[35,
pUOLMIyaToM, CeJIeKCMnarom Unn MHransumuoHHbiM unonpoctom [116,189,190,193,199,203,207].

Y nauweHtoB ¢ U/, HITAT, JIAT npu npueme nekapcts/tokcuHos, JIAT-C3CT, pesngyanbHoi
JIAT nocne Koppekuymn npocTbiX CUCTEMHO-TIEr0YHbIX LUYHTOB NPU HANNYNU CEpAEYHO-NEr04HON
KOMOpPOUIHOCTU B Cly4ae COXPaHeHWs NPOMEXYTOYHOro/ BbICOKOr0 puUcka Ha (hOHe MOHOTepanum
BO3MOXHO pacCMOTPeTb B MHAWBMAYaNbHOM MOPAAKE Ha3Ha4yeHWe JONOMHUTENbHbIX JIAT-
cneunuyeckux npenaparos [2].

Y naumentos ¢ JIAT, accouumpoBaHHOW ¢ BUY-uHdbekumein, cnegyer paccMOTPeTb Ha3HadeHue
Ha4YanbHO MOHOTEPANIKM C MOCNEAYOLIMM Ha3HAYeHNEM, NPU HEOOX0AMMOCTU, NOCNEA0BATENbHO
KOMOWHUPOBAHHOW Tepanuu C Y4eTOM COMYTCTBYIOLMX 3a00NEBAHUA 1 MEXIIEKApCTBEHHbIX
B3aumopenctemin [2,5,9,22].

Y nauueHtoB ¢ MOPTONEBrOYHOW TMUNEPTeH3MEN CredyeT PaccMOTPETb HaA3HAYEHUE HayamnbHO
MOHOTEPANUN C  MOCNEAYIOWNM  Ha3HAYeHNeM,
KOMOWHIPOBAHHOM Tepanuin ¢ Y4eTOM MaTosI0rMu MEYEHN 1 NOKa3aHUA K TPAHCMNAHTALMM NEYeHN
[2,5,9,22].

lla c
lla C
Ib C
lla C
npu Heob6XOAMMOCTM, NOCNea0BaTeNbHON lla M

MauneHTam ¢ CUHAPOMOM Jii3eHMeHrepa ANns ynyyweHus nepeHocMMocTit PU3NYECKON Harpy3Ku
peKoMeH[yeTCcs HasHayeHue 603eHTaHa [14].

lMpumeyanune: * agantuposaxo. Note: *adapted
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06Lwme meponpuaTis
(Tabn. 7.1.1-7.1.3.)

[laumenTbI C BrepBble
YCTAHOBJIEHHbIM 1arHO30M

\ 4

[ins Bcex
00/1bHbIX
| cJIAr
[uarHo3 JTAT BepuchuumpoBaH MoaaepxuBaioLLas
B JKCMEPTHOM LIEHTPE Tepanus

(Tabn. 7.2.1.-7.2.2.)

W /Hacnenyemoit AT/ AT npu
npueme NeKapcTe/TOKCMHOB)

[pyrue cpopmbl JTAT
YCTaHOBMEHHOI 3TNONOTNK

Octpas hapmakonoruyeckas
npo6a (0PM) npu KNOC

—>| OtpuuatenbHas Ol ‘
(Tabn. 5.8.)

Y \ 4

Hanu4ue cepreyHo-neroyHon komopouaHocty (taén. 6.3.10.) ‘

BKK '
B BbICOKMX [103aX
(Tabn. 7.2.3.)
OueHka pucka
v vepes 34 mec. g ..
Huskuit puck | 1 7 i
P 1| TTOMEXYTOAHBI |} MonoxutensHas OOI
! puck ! <
1 ~ g
1 1 ~o
1 1 ~q
1| Bbicokui puck |1 RN
Mpopomknts | 1 puck 1} -
1 1 -
Tepanmio BKK | v============ H -~
A
OueHka pucka v 3 "
Kawgele 6-12mec. [ | __.--""
HeB0o3MOXHOCTb r-

TMTpaumun ao3bl BKK®

I I
HeT a

MaumeHTbl 663 CONYTCTBYIOLLMX 3260NeBaHMI cepaLa/ NErkux

MaumneHTbI ¢ CONYTCTBYHOLLMMN

|
\ Crpatuchukauns pucka (1abn. 6.3.10.) |

I 3206051eBaHNSMI CepALa/ NErkux®
|

v

* Bce kareropuu pucka

Huakuii puck

‘ ’ TpPOMEXYTOHBIN PUCK ‘ ’

Bbicokuit puck ‘
coKkuit puc CTtapToBas MOHOTEpanus

HayanbHas moHoTepanus’ CtapToBas
PaHHsas nocnegosarenbHas KOMOMHNPOBaHHas
KOMOWHMPOBaHHAs Tepanus? Tepanus

(Tabn. 7.2.4.)
I

CrapToBas Tepanus APJ
+ NOL35/puounryar
+ VHT. nnonpoct*

OueHka pucka kaxpble 3-4- mec.

yepes 3-4 mec. yepes 3-4 mec.

VIHanBKayansHbIn noaxon

Yi -4 mec. R
épes 5-4 mec K BbI6OPY JanbHeiLLer Tepaniu

[laumenTsl, nonyyaroLme

Ha6ntofigHue 11 perynapHast oLeHKa pucka

cneumnguyeckyro Tepanuto I I

\ OueHKa pucka Kaxgvle 3-4- mec. |

v

v

Hu3kuii puck ‘

’ MpOMEXYTOYHbINA pUCK

’ Bbicokuit puck

\ 4 \/

\/

0aBUTb arOHUCT
Mpogomxnts flo
Tepanmio pe”e”Tl?é’OB fu

\ A
3ameHutb NP3-5

PucyHok 2. Anroputm neyenus nauuendTos ¢ JIAT (rpynna 1) [91*
Figure 2. Treatment algorithm for patients with PAH (group 1) [9]*

[Mpumeyanus:

1. HavanbHas moHoTepanus nepopanbHsimu JIAT -
crieyngpnaeckumu npenaparamu (AP3, UDL3-5, puoyuryar,
cesnekeunar)

2. Pelenne Bonpoca 06 ackanauun tepanuy 4epe3 3-4 mec. 4is
OLIeHKW Pe3y/bTaToB /IeYeHUS

3. Hann4une tpex u 60s1ee chakTopoB PUCKA MATONOMMN SIEBLIX
0T/1e/10B cepALa (apTepuanbHas runepToHus, CaxapHbivi auaber 2
mna, UBC, oxuperne, onbpunnayns npeacepanii) nam natonorum
nérkux B coyetaHumn ¢ DLCO <45%

4. B cry4ae BbIpaXeHHbIX HEXEaTe/TbHbIX BJIEHUI BO3MOXHA
3ameHa nonpocTa Ha cenekcunar

5. [lpy HEBO3MOXHOCTYN JOCTUXEHUSA BbiCOKUX 403 BKK
MPEANOYTUTESIbHO HA3HA4YEeHNe COBMECTHO ¢ AP3.

* a4antnpoBaHo
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06aBUTb WHT.
Ha puoumryar i
p”a_LlB y WI0MPOCT/ 3aMeHNTh _ | Paccmotpets Bonpoc
Cenekcunar Ha 1Hr. P 00 aTproCenToCTOMMN
UnonpocT Ui 3aMeHNTL W TpaHcnnaxTaunm
N®L3-5 Ha puoumryat nérkux  (taén. 7.3.1.)
Notes:

1. Initial monotherapy with oral PAH-specific drugs (ERA, PDEi-5,
riociguat, selexipag)

2. Resolving the issue of escalating therapy after 3-4 months to
evaluate treatment results

3. The presence of three or more risk factors for left heart patholo-
gy (hypertension, type 2 diabetes mellitus, coronary artery disease,
obesity, atrial fibrillation) or pulmonary pathology in combination
with DLCO <45%

4. In case of severe adverse events, it is possible to replace iloprost
with selexipag

5. If it is impossible to achieve high doses of CCBs, it is preferable
to prescribe them with ERA.

*adapted
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JIAT npu npueme aHOPEKTUKOB A1 BbISIBMEHWS MALUEHTOB C CO-
XPaHHOI Ba30PEAKTUBHOCTbLIO, Y KOTOPbIX MOTEHLMANbHO 3dhdhek-
TUBHA anuTenbHas Tepanus bKK B BbICOKMx ao3ax. penapatamu
Bbl6Opa ans nposefeHus 0D ABNAOTCA UHransUUOHHbIE Npena-
patbl — NO n unonpoct [2,9,22]. Mpu HaszHayeHun BKK B makcu-
MasnbHO NEPeHOCUMbIX J03ax credyeT AoKasaTb 3(P(EKTUBHOCTb
NPOBOAMMOI Tepanuu Yepe3 3-4 mecaua. [pu coxpaHeHUn npo-
MEXYTO4YHOro/ BbICOKOr0 pucka 60NbHbIM B AononHeHue K bKK
crnenyer HasHauutb apyrue JIAT-cneuudomyeckue npenaparbl,
NpeanoyTUTeNIbHO HazHadveHne APJ [9].

Bbi6op cTpateruu neveHus OnpefenseTcs ¢ y4eTom cTparmdu-
Kauum 60nbHbIX ¢ JIA[ B 3aBMCUMOCTM OT MUCXOOHOIO npocuns
pucka cmepTHocTu (Tabn. 6.14.) [4,9]. HavanbHas Tepanus nepo-
panbHbiMu JIAT-cneundonyeckummn npenapatamn (AP3, N®O3-5
WAKW puoLuryat, cenekcunar) HasHayaetcs 60JbHbIM C OTpuua-
TenbHoi 0PI npu HU3KOM pucke (<5% B roj) Ha MOMEHT YCTaHOB-
NeHNs gmarHosa. YyutbiBas CnekTp 0406peHHbIX B EBpasniickom
cogpyxectse JIAM-cneumuyecknx npenapatos W 0COO6EHHOCTU
NeKapCTBEHHOr0 006eCneYeHns B PasnuyHbIX CTpaHax, CTpaTerus
Ha4albHO KOMOVHUPOBAHHOI Tepanun NpeanaraeTca 60NbHbIM C
JIAT npomexyToyHoro pucka (5-20% B ron). Gtpaterus ctapTo-
BOII MOHOTepanuu, Bkntoyatowwen APJ, ®3-5, puoumnryat unm
cerekcunar, MOXeT paccmarpusarbcs y nauuentos JIAL (M/IF,
HJIAT, JIAT npu npueme nekapcTs/TOKCMHOB) NP OTPULATENBHON
0®nN; a rakxe npu pesngyanbHoi JIAI nocne Koppekuynn npocTbix
CUCTEMHO-NEr0YHbIX WYHTOB U JIAT-C3CT npu yCTaHOBNEHWUN HU3-
KOro pucka (tabn. 7.12., pasgen 7.2.4.1.) [6,15,16].

7.2.4. CTparernun cneynghnyeckod Tepanun naynexTos ¢ JIAI

7.2.4.1. CtaproBas MOHOTEpaNNA

MNauventam c¢ WM, HIAT, JIAT npu npueme JeKapCTBEHHbIX
npenapaToB Npu Hanu4uu nonoxutensHoin QDI pekomeHayeTcs
HasHa4YeHue bKK B BbICOKUX A03ax (puc. 2) [2,5,9,22]. Twatens-
HOEe [MHaMUYeckoe HabnfeHue 3a 60MbHbIMU C NPOBEAEHUEM
KOHTPONbHOI0 BN3UTA Yepe3 3-4 MecsLa no3BOMSeT 0CYLLECTBUTb
CBOEBPEMEHHYO KOPPEKLMIO Tepaniu B Criy4ae HeJOCTXKEHNS Lie-
nen nevenus (pasgen 6.6.). [anee B MHAMBUAYANbHOM NOPAAKE
CneayeT paccMOTpPeTb rpadink NocnefytLwmx BU3UTOB Habnoae-
HUS (Kaxable 3-12 mecsues) [9].

Mo [aHHbIM COBPEMEHHbIX PErucTpoB, A0NS NaLUEHTOB C HU3-
KAM PUCKOM Ha MOMEHT YCTaHOBNeHMs auarHosa JIAl cocTasnser
12,3-23% [146-148]. MNpu oueHKe KYMYNATUBHOW BbIKMBAEMOCTH
nauueHToB JIAI HM3KOrO puUcKa, NONy4aBLUMX CTapTOBYK) MOHO-
Tepanui 1 BOAHYH KOMOWHMPOBAHHYIO Tepanuio, N0 LaHHbLIM
®paHLy3CKOro permcTpa, A0CTOBEPHbIX Pa3NINYM BbISBIIEHO He
661110 [209]. [ocne Ha3Ha4eHWs Ha4anbHOM MOHOTEPANIUY CriesyeT
TLIATENBHO KOHTPONMPOBATL Pe3ysbTaThl JIEYEHUS Y BCEX Nauu-
EHTOB C NPOBEAEHNEM KOHTPOSIbHOIO BU3NTA He No3aHee 3-4 Me-
CALEB OT Ha4ana Jie4eHms.c LieSibio CBOEBPEMEHHOr0 HazHa4YeHus
nocnejoBaTesibHOM KOMOMHUPOBAHHO Tepanuu.

lMpu Bbl6OPE CTApTOBON CTpaterum fnedveHus y nauuentos WJIT,
HITAT, JTAT npu npueme nekapcts/TokcuHoB, JIAT-C3CT B peKoMeH-
paunsix ESC/ERS 2022 r. BnepBble npeanaraeTcs crpatudomnkaums Ha
[IBE KOrOpTbl B 3aBUCMMOCTI OT Hanu4us Unu OTCYTCTBUS CepaeYHO-
NEroYHoIn komopbuaHocTy [2]. PaHee 3TOT NOAXOA ObI OTPaXKEH B
martepuanax KenbHcKoro koHceHcyca 2018 r.: cpean naumeHToB ¢
yKazaHHbIMy popmamu J1AT BbIAENSIOT KNAcCU4eCKuii heHOTUN npe-
KanunnsapHoii JII 6e3 KOMOPOUAHOCTU U PEHOTUMbI C NaTONOrKeN
NeBbIX OTAE0B CepaLa ¢ Hanu4mem Tpex u 6osee hakTopoB pucka
[NAcTONNYeckon gucdyHkumm JDK: caxapHblil auabet, 0XupeHue,
apTepuanbHas runeptoHus, UOPUNNALUMA NPeAcepanin) unm ner-
KUX (TUMOKCEMWSA, 3HAYUTENbHBIN CTaX KypeHus, (PakTopbl pucka

3abonesaHuii nérkux, 0®B1 <60%, PXEN <70%; DLCO <45%)
[9,41,210]. Mo maHHbIM pernctpa COMPERA, 35,8% 60nbHbIx ¢ UIT
VIMENN NaTonoruio NeBbIX 0TAeN0B cepaua u 51,6% — 3abonesaHus
nérkmx [41]. Mo cpaBHEHMIO C nauueHTamn 6e3 cepaeqHO-NEro4YHoN
KOMOPOMAHOCTW Y BONbHBIX C NATONMOTMel J1eBbIX OTAENOB Cephua
Unu NErknx 0TMeYaeTcs Xyawuia oteet Ha JIAT-creundmyeckyto Te-
panuio 1 MeHblLLIas BEPOSTHOCTb JOCTUXKEHUS CTATyCa HU3KOMO pUcka,
60r1ee BbICOKNIA PUCK NMPeKpaLLeHns neveHns no npuymHe Heapek-
TUBHOCTW WM MNIOXOA NEPEHOCMMOCTM U CMepPTHOCTM [212].BaxHo
OTMETUTb, YTO 3HA4NUMas COMYTCTBYIOLLAA NATONOMMs, BKNOYas 3a60-
neBaHNA cepAua 1 Nérkux, TpaauLMOHHO ABNANACh KpUTEPUEM UC-
KNtOYeHNs A5 yyactus naumeHToB Bo Bcex PKIA no oueHke adhdhex-
TUBHOCTW/ 6e3onacHocTn JTAT-cneuudpuyeckon Tepanuu [5,212,213].

[Ons naunentoB JIAT ¢ KOMOPOUAHLIMU COCTOSIHUAMMU, KaK npa-
BWJIO CTapLUen BO3PACTHON rpynmbl, HE3aBUCUMO OT pUCKa CMepT-
HOCTH, MPEAN0XKEHO Ha3Ha4YeH e CTapTOBOM MOHOTEPANUM C OLEH-
KOUi ee 9(DDEKTUBHOCTM 1 PELLEHEM O BO3MOXHOCTY 3cKanawuu
B MHAMBUAYANbLHOM NOpAfKe (puc. 2) [2].

CTpaTerus cTapToBO MOHOTEpanuK NPeanoYTUTENbHA Y nauu-
eHTOB ¢ JTAT-BIY, nopToJIl, npu cuHapome Jii3eHMEHrepa ¢ y4e-
TOM OTCYTCTBUA AAHHbIX O BAINAHMI CTAPTOBOI KOMOUHMPOBAHHOM
Tepanuu Ha BbDKMBAEMOCTb U nporpeccuposaHue J1Al (pasgenbl
8.1.1.,8.1.3,,8.1.4)) [2,9,14,22,35,178,210]. Bbi60p B nonb3y Mo-
HOTepanuu MOXeT ObiTb 06YCIIOBNEH COO6PaXeHNAMN Ge3onac-
HOCTI: Y NALXEHTOB C NOLO3PEHNEM UNIN BbICOKON BEPOSTHOCTbIO
JNIBOB/NKT, npn Tskenoi natonorun neyvexmn [22]. Kpome Toro,
Ha3Ha4YeHne Ha4YasibHOM KOMOUHMUPOBaHHOW JTAT-cneunuyecko
Tepanun TpebyeT yyeta KOMMEKca OPraHu3aulOHHbIX, pPUan-
Y4eCKUX M ApYyrux pakTopos, NPUBOAALLNX K COXHOCTAM fieKap-
CTBEHHOr0 06eCneYeHuns B PeruoHanbHom npaktuke [214].

7.2.4.2. CtapToBas KOM6MHNPOBAHHaA Tepanus

Mpu cOBMECTHOM Ha3Ha4eHuu JIAT-cneumdmyeckme npenaparsl,
BO3[EMCTBYIOLLME HA HECKOMbKO NyTeil natoreHesa, yCunuBatot 1
JOMOMNHAIOT CBOMCTBA APYr Apyra- JOCTUraeTcss CUHEeprusm fei-
cteua (tabn. 7.13.). Mpn Ha3Ha4eHU KOMOUHUPOBAHHON Tepanum
CNefyeT y4uTbIBaTh BOSMOXHbIE MEXEKaPCTBEHHbIE B3aUMOLeil-
cTBua n HA (paspen 7.2.5.) [4,9,10,22,214.215].

B nnaue6o-koHTponupyemom PKW AMBITION y nauueHToB ¢
Bnepsble ycTaHosneHHon JTAT (U, HAAL, AT npwu npuemve ne-
kapcte/TokcuHoB unun JIAT-C3CT) ®K 1111l (BO3) nokasaHa achhek-
TUBHOCTb Ha4anbHOW KOMOUHUPOBaHHOI Tepanun AP3 n N®3-5.
B pesynbTate CTapToBO/ KOMOWHWPOBAHHOW Tepanuu Habnga-
N10Cb CTATUCTUYECKN JOCTOBEPHOE CHUXKEHUE OTHOLUEHUS PUCKOB
(OP) pocTMXeHMs NepBUYHON KOHEYHON TOYKW (Bpems 4O NepBoro
COObLITUSA YXYALLEHUS N HELOCTUXXEHUS KITMHUYECKOr0 0TBETA Ha Te-
panuto (CMepTb, rOCNUTANN3aLmUs B CBA3MN C YXyALWEHUEM Te4eHus
JIAT, nporpeccupoBaHue 3a60neBaHKs, HeYI0BNETBOPUTESbHbIN
KnuHuyecknin oteet)) 0,50 (95% AW: 0,35-0,72; p<0,001) B rpyn-
ne KOMOGMHUPOBAHHOM Tepanuu ¢ 60MbLLIKM NMPUPOCTOM ANCTAHLNY
B T6MX, cHuxeHnem KoHueHTpaums NT-proBNP no cpasHeHuio ¢
00beMHEHHOI TPYNNo MOHOTepanun. B rpynnax ctapToBoOii KOM-
6n- 1 MOHOTEpanun K KoHuy wnccnegosanus ymepnn 10% n 14%
naumeHToB cooTBeTcTBEHHO (OP 0,67; 95% [1: 0,42-1,08) [216].

B 16-HeenbHOM MPOCMNEKTUBHOM MHOMOLIEHTPOBOM OTKPbITOM
uccnegosadum OPTIMA (NCT02968901) IV chasbl nokasaHa ad-
(PeKTMBHOCTb 1 6€30MaCHOCTb MauMTEHTaHa M Taganadguna npu
Ha3Ha4YeHUN B BULE Ha4arbHON NepopasnbHON KOMOGUHUPOBAHHO
Tepanuu BrepBble BbIABEHHbIM U PaHee He Nosy4aBlunM Jieye-
Hus naumeHTam ¢ JIAT (JTIAT-C3CT, JTAT-BUY, peaupyansHas JIAT
nocne koppekuun BIIC). B pesynbTate NpuMMEHEHWUst CTapTOBOI
KOMOMHALMN LOCTUTHYTO CHUXEHWE CPEeLHEero reoMeTpu4eckoro
oTHowenus JICC k 16-i Hefene (nepsuyHas KOHEYHas TOYKa) Ha
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47%. CHmxenue JICC Ha >30% otmeyanochb y 87,0% (95% [N:
73,7-95,1) NauMeHTOB C JOCTOBEPHON MONOXUTENIbHON AUHAMU-
kow CW, SvO,, cpAJ1A npu KMOG, auctaHuun 8 TEMX, ypoBHs NT-
proBNP, ®K (BO3) [218].

B PKW DUE no ougeHke 6e30nacHOCTI 1 3DAEKTUBHOCTU COUKCU-
POBaHHON KOMOUHaLMK MauuTeHTaHa 10 mr n Taganacuna 40 mr B
CPaBHEHUU C peXxxuMamit MOHOTepanuu y nauneHToB ¢ JTAI nokasaHo,
410 CHKeHue JICC yepes 16 Hefenb NeveHns NPeBbIcuo 3G MeKThb
neyeHns N6bIM NpenapaTtoM B BuAe MOHOTEpanuu. % WU3MeHeHUs
JICC 4epe3 6 Hefenb 0T MCXOAHOMO ANs MaLWUTEHTaHA N0 CPABHEHMIO
C Kom6buHaumenn coctasun: —23% npoTtuB —45% (p<0,0001); ans
Tajanacduna no cpaBHeHWo ¢ KomouHaumen: —22% npotus —44%
(p<0,0001). OuctaHums B TEMX yepe3 16 Hefenb B rpynne mMauu-
TeHTaHa cocTasuna 38,5 M no cpasHeHuto ¢ 52,9 m (p=0,38) B rpynne
KOMOWHMPOBAHHOW Tepanuu; B rpynne Taganaduna npotus KoMou-
Hauum 15,9 m 1 43,4 m, cooTeTcTBeHHO (p=0,06) [219].

B uccnepoBanuu TRITON paHee He neyveHHbIM nauueHtam ¢ J1AT
(N, HNAT, NAT npu npueme nekapcts/ TokcuHoB, JIAM-C3CT)
Ha3Ha4Yanacb CTapToBas ABOWHAS KOMOMHMPOBAHHAs Tepanus Ma-
LUNTEHTAHOM 1 Tafanacunom unn cTaptToBas TPOMHas KOMOUHALMS
(mauuteHTan 10 mr 1 p/cyt, Tapanadoun 20-40 Mr 1 p/cyT u cenek-
cunar ¢ Tutpauuen fosbl go 1600 mkr 2 pasa/cyr. [220]. PesynbTa-
Tbl 26-HefienbHON ABOHOM M TPOMHON KOMOWUHUPOBAHHON Tepanii
okasanucb conoctasumbimu: JICC cHu3unoch Ha 52% u 54%, coot-
BETCTBEHHO, AuCTaHUus B T6MX yBenuyunacb Ha 55 M 1 56 M, co-
OTBETCTBEHHO. CpefiH1e reoMeTPUYECKNe OTHOLLEHUS KOHLHTPALIUIA
NT-proBNP Kk 26-11 Hefiene 0THOCUTENbHO UCXOLHOTO cocTasunu 0,25
1 0,26, cooTBETCTBEHHO. Takum 06pa3om, PKI TRITON noarsepam-
110 BO3MOXXHOCTb CYLLECTBEHHOrO0 YAyyLLEHUs NoKa3saTenen remoam-
HAMUKIL W NEPEHOCMMOCTM (OM3NYECKOI HArpy3Ki NpU Ha3HA4eHUn
CTApPTOBOW [BOVHOI KOMOMHMPOBaHHON Tepanun AP3 n NOL3-5,

O[HAKO He MoKasano NpeumyLLecTs CTapToBOi NepopanbHOil TPOK-
HOW Tepanum no CPaBHEHUIO CO CTAPTOBOIA IBOMHOI CXEMON.

CornacHo EBpaswiickum pekomengaumsam 2019 r. naumeHtam ¢
BMepBble yCcTaHOBMEHHOW JTAT BbICOKOrO pucka npeanoyTUTeNbHO
Ha3Ha4eHue CTapTOBOM KOMOWHWPOBAHHOW Tepanuu, BKITHOHAKOLLEl
VHTNALUMOHHBIA MAONPOCT (B Ka4ecTBe anbTepHATUBbI BHYTPUBEH-
HbIM NPOCTaHOMAAM, He 3apPerncTpUPOBaHHbIM 10 HACTOSLLEro Bpe-
MeHW B cTpaHax EBpasnimnckoro coapyxectsa) U cungeHaconnom unu
puoLuryaToM Mo npuyuHe ObICTPOTHI Peannsauum KIMHUYecKoro
ahdpekTa [9]. CunpeHadpnn MOXeET NpensTCTBOBATb ferpajauum He
TOMbKO UMM®, HO W UMKNNYecKOro afeHo3uHMoHodocdara (06-
YCII0B/INBAIOLLEr0 Ba30AMnaTMpyoWmni adekT NpocTaHoUaOoB) W
TEM CaMbIM MPOJSIOHIMPOBATh NPAMOI Ba30AMNATaTOPHbIA ekt
VHTIALMOHHO0 UTONPOCTA Ha JieroyHble cocyabl [214]. B psge pa-
60T NoKa3aHbl BOSMOXXHOCTY COBMECTHOr0 NPUMEHEHNS puouuryara
¢ APJ, mauuTeHTaHa ¢ cungeHadounom y nauneHtos J1Al ¢ ucxogHo
HU3KMM 1 NPOMEXYTOYHbIM PUCKOM, @ TaKXKe Ha4yaribHON KOMOKHA-
LMY UHTansLMOHHOr0 UI0NpPOCTa ¢ CUTAEHAUIOM MK 603EHTaHOM
Yy NaLMeHTOB MCXO4HO BbICOKOro pucka [10,204,205,214,221,222].

7.2.4.3. llocnegoBatenbHasas KOMGHHHPOBAHHAA Tepannus

Ctpaterus nocrefoBaTenbHOn KOMOWHUPOBAHHOW  Tepanum
13y4eHa B 3HayuTenbHom yucne PKW, B KOTOpbIX, MO KpanHei
mepe, 0fHa noarpynna 60MbHbIX Monyyana KoméuHaumio JIAT-
crneundnyeckux npenaparos (t1abn. 7.14.), 4T0 ykasbiBaeT Ha Lie-
Neco06pasHOCTb 3cKanauun Tepanum Npu HeJOCTMXKEHUN KpuTe-
pUeB HU3KOro pucka [2,5,9,22,213,214].

Bnepsble B nctopuu PKW npu JIAT B nccnegosaHun SERAPHIN
(hasbl Il B KayecTBe nepBUYHON KOHEYHOW TOYKM paccmatpuBa-
N0Cb BIIMSHWE [ONTOCPOYHON Tepanui Ha KIMHWYECKUe UCXOLb
(Bpems 0 pa3BMTUS KOMOMHUPOBAHHON KOHEYHOW TOYKU (CMEpTb,
aTpuUCenTOCTOMUSA, TPAHCMNAHTALMSA, HA4Yano BHYTPUBEHHOW UMK

Ta6nuua 7.13. Pekomengauum no cTapToBoi KOMOMHUPOBAHHOW Tepanuu [2]*

Table 7.13. Recommendations for initial combination therapy [2]*

Pexomenpaumm

Knacc pekomeHpgaumii YpoBeHb [10Ka3aTeNbHOCTH

Mauwnentam ¢ WJIT, HITAT, JIAT npun npueme nekapcts/TokcuHos, JTIAT-C3CT,
peaugyansHon JIAI nocne Koppekyum npocTbiX CUCTEMHO-TIEMOYHBIX LLYHTOB
MPOMEXYTOYHOr0 pucka 6e3 ConyTCTBYHOLLEH CepAe4HO-NEroYHo KOMopoua-
HOCTM B Ka4ecTBe HayanbHOM nepopanbHON Tepanuu peKOMeHayTCs KOMOU-
Hauun ambpusenTaHa u Taganadguna [2,211,212,216,217] win maunteHTaHa
u Taganaduna [218,219].

Maumnentam ¢ WJII, HITAT, JIAT npu npueme nekapcts/TokcuHos, JIAT-C3CT,
peaugyansHon JIAT mocne Koppekuyum npocTbiX CUCTEMHO-TIEMOYHBIX LLYHTOB
MPOMEXYTOYHOro pucka 6e3 cepaeyHo-neroYHoin KOMOPOUAHOCTA PEKOMEH-
[YeTcs HavyanbHas KOMOUHUPOBaHHAR Tepanus apyrumu AP B CoYeTaHuUm ¢
N®O3-5 unn puouuryartom [9,22,214,215,220,221].

lla pnsa nauuenTos Il OK

C gnsa nayunentos Il ®K

Ilb ans naumenToB IV ®K

C onga nayuentoBs [V @K

Y nauwneHtos ¢ U/I, HITAT, JIAT npu npneme nekapcts/TokcnHoB, JIAM-C3CT,
pesugyansHoi JIAI nocne Koppekymu npocTbiX CUCTEMHO-TIEr04HbIX LLIYHTOB
NPOMEXYTOYHOr0 puUCKa 6e3 CepAevHO-NEr0YHON KOMOPOULHOCTI PEKOMEH-
[lyeTCs HayanbHas KOMOUHUPOBAHHAA Tepanus puouuryatom uin NOO3-5 B
COYeTaHuUu ¢ cenekcunarom [214,222].

lIb ans naumentos Il ®K

C ans nauwneHTos Il K

Mauventam ¢ U, HIIAT, JIAT npu npueme nekapcts/TokcuHos, JIAT-C3CT,
pesugyansHoi JIAI nocne Koppekumu npocTbiX CUCTEMHO-1Er0Y4HbIX LLYHTOB
6e3 cepe4HO-NEro4HON KOMOPOMIHOCTU NMPW HANNYKUM BBICOKOTO pUCKa pe-
KOMeHAyeTCA HadanbHas kom6uHuposaHHas JIAT-cneuudonyeckas Tepanus
N®O3-5/punoumryatom, AP3 1 uHranaumoHHsIM unonpoctom [9,22,214,215].

IIb ans naumentos IlI-IV ®K

C onga nauyuentos -1V ®K

Mauwnentam ¢ WJII, HITAT, JIAT npun npueme nekapcts/TokcuHos, JIAT-C3CT,
peaugyansHon JIAI nocne Koppekyum npocTbiX CUCTEMHO-TIEMOYHBIX LLYHTOB
6e3 cepie4HO-NEro4YHON KOMOPOULHOCTU C BbICOKAM PUCKOM PEeKOMEHAYETCS
HayanbHas KomouHupoBaHHas JTIAT-cneunduyeckas tepanus NOLI-5/puo-
uuryarom, AP3 u cenexkcunarom [9,22].

lla pnsa naunenTos Il OK

C pnsa nayunentos Il ®K

Ilb ans naumenToB IV ®K

CtapToBas KOMOUHMPOBAHHAA Tepanus MauuUTeHTAHOM, Tajanauiom u ce-
NIeKCUNaroM He pekomeHmyetca [2,222].

lMpumeyanune: * agantuposaxo. Note: *adapted
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NOLKOXHOW Tepanum nNpocTaHoOUAAMU UMW KIMHUYECKOe YXYALLe-
Hue J1AT) [116]. CHKeHne pucka 3a601eBaeMOCTU U CMEPTHOCTK
npu NPUMeHeHN MauuTeHTaHa B fo3ax 3 mr n 10 Mr coctasuno
30% 1 45%, COOTBETCTBEHHO. 63,7% nauneHTos ¢ JIAT nony4yanm
6a30BYl0 CreLuUYeckyto Tepanuio, npeumyLiecteeHHo NO3-
5 cungeHadunom, 5,4% nauueHToB — npoctaHomgamu. Ha ¢oHe
nocnefoBaTenbHON  KOMOGMHUPOBAHHOM Tepanuu, BKNHOYaBLUEN
MauWUTeHTaH PUCK He6NaronpuaTHbIX COBbLITUI (rocnuTanu3aumu,
CMepTb, yXyaweHue TeveHns JIAT, TpaHcnnauTauyus/aTpuocento-
cTomust) cHuxanca Ha 38% (p=0,009) [116].

B wwupokomacwrtabHom PKW GRIPHON wn3yyanoce BnusHue
[ONITOCPOYHOI Tepanuu CenekcunaromM Ha KIMHWYeCKne MCXombl
(Bpems 40 pas3BMTUS UCXOL0B-CMEPTb, aTPUCENTOCTOMUS, TPAHC-
NnaHTauna, Hadvano napeHTepanbHOW Tepanuu npocTaHomgamu
W KnuHu4eckoe yxyawenue JIAT, noTpe6HOCTL B rocnuTanusa-
uun no npuyuHe yxyawenus JIAT-KOMOUHUPOBAHHAS MepBUYHAs
KOHe4Has To4YKa) B rpynne nauueHToB, MOMyyYaBLUKUX Cenekcunar
B gononHexue K Tepanun NOL3-5 n AP3 (n=179) puck Hebna-
FONPUATHBIX COOLITUIA CHXANCA Ha 37% N0 CPaBHEHWO C rpyn-
MnoiA, Nosly4aBLUel ABONHYI0 KOMBUHUPOBAHHYIO Tepanuio (n=197)
[207]. 3a 30-mecsauHblit nepnoa HabmoaeHus B PKW GRIPHON
PUCK KIMHUYECKOTO YXYALLEHUS/CMEPTHOCTM YMeHbLLAncs Ha 63%
y nauueHToB ¢ ucxogHoim Il ®K (BO3) Ha doHe nocnenosarens-
HOII TPOWHOW Tepanuu (n=55) N0 cpaBHeHWD C ABOWHON JIAT-
cneunduyeckon Tepanmeii (n=60). HanbonbLLee CHIKEHNE puUCcKa
He6NaronpuUATHLIX COOLITUIA 0TMEYaNnoCh NPY Ha3HA4YeHUN Cesnek-
cunara B Ka4ecTBe BTOPOro Wiy TPeTbero npenapara no OTHOLLE-
Hu0 K NOO3-5 n/unu APJ y naumneHTOB HUBKOrO PUCKa W B Teye-
HIe NepBbIX 6 MecsLEeB nocre ycrtaHosrneHus guarnosa [207,223].

06Las BbDKMBAEMOCTb MALMEHTOB, MONYYaBLUMX Cenekcunar B

GRIPHON, B OTKPbITOM [OMOMHUTENILHOM UCCNEL0BAHUN CyCTs 7
net coctaBuna 63% (70% v 56% y nauneHToB ¢ mcxofgHbiM OK Il
1 Il cooTBETCTBEHHO) [225].

B PKIN PATENT-1 50% 60nbHbIX O Ha3Ha4eHUs puoLuryara no-
nyyanu JIAT-cneumdmyeckyto Tepanuto AP [44%] unm npocTaHo-
ugamm [6%]) [199]. Puoumryat ynyyiwan gucraHumio B tecte 6MX
(nepBnYHas KoHevHas TO4YKa) K 12-i HeLlene NeveHns He TONbKO Y
NaLMeHTOB, paHee He nonyyasLumx JTAM-cneundnyeckyto Tepannio
(+38 M), HO 1 y npuHUMaBwmx AP3 unn npoctaHouapl. Mpuyem
Mnpy COBMECTHOM Ha3Ha4YeHUN puoLuryata ¢ npocTaHoUaamm npu-
pOCT aucTaHumum B Tecte 6MX 6bin Hambonbwum (106 m). I dek-
TUBHOCTb JIEYEHMS COXPAHANach Npu ANUTENIbHOM HabJlo4eHNN
nauneHToB B uccnegosanum PATENT-2 [199].

B ncenepoBanum COMPASS-2 cTaTUCTMYECKM 3HAYMMOr0 BIIKN-
AHUA HA MEPBUYHYI0 KOHEYHYIO TOYKY (yXyLLleHue TedeHua JIAT/
CMepTb) Npu J06aBNeHWUN Tepanun 603eHTaHOM K CungeHaduny
He 3aperncTpuposaHo [224]. Mo3ToMy B COBPEMEHHbIX PEKOMEH-
Jauusax KoOMOMHaUWI0 npenapaToB cungeHadmna n 603eHTaHa He
PEKOMEHJYIOT K CMOSIb30BAHUIO NS CHIDKEHUS pucka 3aboneBa-
eMocTu/cMepTHOCTYM nauneHTos ¢ JTAT (ta6n. 7.14.) [2,5].

7.2.4.4. CTparernn nepexnoyeHns

B nocnefHne rofbl MHTEHCUBHO M3Y4atOTCA BO3MOXHOCTM OM-
TUMNU3aLNUK NeveHuns 3a c4eT 3ameHbl JIAT-cneundmryecknx npe-
naparos (1aén. 7.15.) [4,9,22,226-232].

Mpn “3y4yeHUM NEeKapCTBEHHOr0 BO3AEWCTBMA HA CUMHAmbHbIN
nyte NO-prU-ufM® nokasaHbl npeumyLLecTBa CTUMYNATOPOB
pl'l Hap N®O3-5 [226-228,230]. 13BeCTHO, 4TO 3DMEKTUBHOCTD
N®03-5 3aucuTt ot yposHa NO, npoayKLus KOTOPOro Y nauueHToB
¢ J1AT cHmxeHa. B ycnosusx 6nokagbl oocdonactepassl 5 Tuna
npu npueme NOOI-5 coxpaHseTcs akTUBHOCTb hocoamacTepas

Tabnuua 7.14. PexomeHaauuu no nocnefoBaTeNibHOi KOMOUHMPOBaAHHON Tepanuu [2]*

Table 7.14. Recommendations for sequential combination therapy [2]*

Pekomenpaumm

Knacc pekomengaumii YpoBeHb [0Ka3aTenbHOCTH

PekomeHayeTcs 0oCyLIecTBNATb ackanauuio JIAM-cneumdnyeckon Tepanuu
Ha OCHOBAHMW [aHHbIX OLEHKM pUCKA CMEPTHOCTM W MPOBEAEHNS 06LLMX

ne4e6bHbIX cTparernii [2].

c

PekoMeHL0BaHO Ha3HayeHue MaumteHTaHa 60fbHbIM JIAl, He AOCTUrLLIMM
Lenen neveHns npu HazHadeHun VOO3-5 unm nHransaumnoHHOro nnonpocra,
LNs CHUKEHUS pucka 3abonesaemocTu/cmepTHocTu [2,5,9,22,116].

lla ansa naumenToB IV ®K C ans nauuneHTos IV ©K

PekomeHayeTcs Ha3HadeHue puoumryata 6onbHbIM ¢ JIAT, He JOCTUrLLUM
LieN1en NeYeHNs NpU Ha3Ha4YeHUM 603eHTaHa UK UHIANALMOHHOMO MNONPOCTa,
ANA YNyYLLEHNS NepeHoCUMOoCTY (PU3NYecKoin Harpyskm [2,5,9,22,199].

lla pnsa naumenToB IV ®K C onsa nauynentos [V ®K

Nauventam ¢ U1, HIIAT, JIAT npn npueme nekapcts/TokcnHos, JIAT-C3CT,
pesugyansHoi JIAI nocne Koppekuyun npocTbiX CUCTEMHO-TIEMOYHbIX LLYHTOB
npu LOCTMXKEHUM NPOMEXYTOYHOrO pucka Ha oHe Tepanun ND3-5 n/unn
AP3Q ans cHWXeHMs pucka 3ab0neBaeMoCTi/ CMEPTHOCTM PeKOMeHAyeTcs

nob6asneHue cenekcunara [2,5,9,22,207,223].

lla pns nauuentos IV OK

C onga nauyuentoBs [V @K

Ona ynyyweHns nepeHocuMOCTU (PU3MYECKUX HArpy3oK y MaunueHToB ¢
WIIT, HITAT, JIAT npu npuéme nekapcTs/ TOKCMHOB BO3MOXHO PACCMOTPETb lla C

Jo6aBneHue Taganadguna Kk 603eHtany [2,5,10,195].

Ong yny4qwenns nepeHoCUMOCTI (OU3MYECKON HArpysku Ans y nauneHToB
NAT ¢ ©K II-1l1 (BO3) BO3MOXHO paccMOTpeTb J06aBNeHe aMOpU3eHTaHa K lb c

N®L3-5 nnu puouuryary [2,9,22,214,215,221].

Ons  ynyyleHus nepeHoCUMOCTH  (DU3NYECKOA  HarpysKiu

BO3MOXHO Iib c
paccmoTpeTh Jo6aBNneHne MaLuTeHTaHa K puouuryaty [9,22,214,215,222].

Ons ynyylweHuss nepeHoCUMOCT  (DUBUYECKOM  Harpysku

BO3MOXXHO

paccmMoTpeTb [06aBNeHNe UHransLMOHHOTO WNOMpPocTa K  6036HTaHY
Ilb ans naumenToB IV ®K

[2,5,9,22,204,205,214,215].

MpucoeanHeHne 603eHTaHa K cungeHaduny He pPeKOMeHayeTcs Ans

CHUXEHNA pucka 3a60neBaeMocTin/ CMepTHOCTM [9,22,224].

lMpoumeyanme: * agantuposaxo. Note: *adapted
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ApYrux TMNoB, cnoco6cTBytoLMX ferpagauun ulrM®. Puouuryar,
o6raatoLimnin IBOMHbIM MEXaHU3MOM JENCTBNA, HAMPAMYIO CTUMY-
nupyet pI'L v BbICOKO3QQIEKTUBEH HE TONbKO NPYU CHIKEHHOM Npo-
pykuum NO, HO 1 B YCNOBUAX OKUCITUTENIbHOTO cTpecca [198,228].

MepBblil ONbIT B NOAAEPXKKY FMMNOTE3bI O MPEUMYLLECTBAX PUO-
uuryara Hag N®L3-5 6bi1 nosy4eH B NPOCNEKTUBHOM WUCCIEf0-
BaHuu RESPITE y nauuenTo ¢ JIAT ®K I, He gocturiumx Knu-
HU4Yeckoro oTeeta Ha Tepanuio V®[O3-5 B Buge MoHOTepanuu B
BbICOKMX [03aX UMM B co4eTaHun ¢ APJ, npu nepeknoyeHnn Ha
puoumryar [226]. CTpaterus 3ameHbl Tepanui NPUBOAUNA K YIyy-
weHuo guctaHuum 8 TBMX, ®K, NT-proBNP, J1CC n CW, cuctonu-
yeckoin oyHkuun XK, conpsxxerns MXK n J1A 3a cHeT yMeHbLUeHUs
athhekTmBHOM XecTkocTu J1A [226,228]. B pa6ote TapaH V.H. n
COaBT. NMOKa3aHO, 4TO y naumeHToB ¢ VT unm HeonepabenbHON
XTAJII npu HeLOCTWXEHUM Lenen JiedyeHns Ha (poHe Tepanum
cunaeHadunom, 3amMmeHa nocneaHero Ha puouuryat K 24 Henene
NeYeHNs oKasana nosloXMTeSIbHOE BANAHNE Ha NoKa3aTesnn qyHK-
LMOHANTbHOTO W reMOANHAMUYEeCKOro CTaTyca, Ho U Ha NpoLecchl
06paTHOro peMofieNIMpoBaHuns npasblX OTAEN0B CepALa C yyyLue-
HWEM CUCTONMYECKO doyHKLmMN XK [227]. B PKW REPLACE
npu n3y4eHumn ctpaternu 3amedsl UPL3-5 Ha puouyuryar B cpas-
HeHUK ¢ npopomkeHnem VOO3-5 y 60nbHbIX ¢ JIAT npomexy-
TOYHOrO pPUCKa NOKa3aHO AOCTWKEHNE KITMHUYECKOTO YyHLIEHMS
(nepBuYHAs KOHEYHas TOYKA) — KaKk MUHUMYM [BYX U3 TPeX napa-
MEeTpOB: NpupocT auctaHuuu B T6MX >10%/ =30 M, BoCTUXeHne
OK /Il n cHmxeHne NT-proBNP >30% no cpaBHEHMIO C MCXOLHbIM
npy OTCYTCTBUM KNIMHWUYECKOro yxyAweHus) y 41% naumeHToB B
rpynne puouuryara no cpasHeHunto ¢ 20% s rpynne N®3-5 [230].

B HeKoHTponmMpyembIX, KPaTKOCPOUHbIX WCCNeA0BaHUsAX MOKa-
3aHa 6e30MacHOCTb 3aMeHbl 603eHTaHa/ aMOpM3eHTaHa Ha Mauu-
TEHTaH, XOTS Pe3ynbTaThbl NOMy4YeHbl Y HEOONbLIOr0 Yucna naum-
eHTOB. Cnefyet paccmatpuBath cTpaTeruio 3ameHbl AP Tonbko
Y KIMHWYeCcKN CTabuibHbIX NauueHToB. Mpu 3ameHe 603eHTaHa
Ha MaLUMTEHTaH, B TOM 4uUCAe NpW NPUMEHEHUN ero KOMOUHALNK
C cunaeHadounom, ans noaaepxanus adgektos AP pekomeH-
OYeTCs HaYMHaTb NpueM mMauuTeHTaHa B o3e 10 Mr 0HOKpaTHO B

Tabnuua 7.15. PexomeHaawuu no cTpaTerum nepekntoyequs [91*
Table 7.15. Recommendations on switching strategy [9]*

CYTKU Yepes 24 yaca nocne npuema 603eHTana (taén. 7.15.) [9]. B
2019 r. EBpasuiickumm 3kcnepTamu npesioxKeHbl OCHOBHbIE K-
HUYECKIe CUTYyaLum B Nosb3y onTumMun3aumum neveHns AP3 — same-
Hbl 603eHTaHa/ aMOpPU3eHTaHA Ha MaLMUTEHTaH [4,229].

1. MpeanoyTUTENbHO COBMECTHOE HAa3HAYeHMe MauUTeHTaHa |
cunpeHaduna B CBA3M C OTCYTCTBMEM MEXEKapPCTBEHHOIO B3a-
umogenctaus. Mpu Ha3HaYeHUM KoMOUHALMKM 603eHTaHa W Cun-
JeHacmna B pe3ynbTaTe MeXeKapCTBEHHOr0 B3aWMOAECTBMS
OTMEYAETCH CHIDKEHWe KOHLEHTpauun cungeraduna [229,231].

2. MNpu NpuMeHeHUM neKapCTBEHHbIX Mpenaparos, BO3AENCTBY-
towmx Ha CYP3A4 (cumsactatuH, cungenadpun) unn CYP2C9 (sap-
(hbapuH) COBMEHCTHO C 0G03EHTAHOM, Kak YMEPEHHOro WHAyKTopa
CYP3A4 n CYP2C9 un, BoamoxHo, CYP2C19, MOXET noBbILLATLCS WX
KOHLIEHTPaLs B MNa3Me KPOBW, 4TO TPeBYeT KOHTPONS 1, BOSMOXHO,
Koppekwuuu 1o3bl [9]. Mpu npueme 603eHTaHa CHINKAETCA 3XDEKTMB-
HOCTb FOPMOHA/bHbIX KOHTPALENTUBOB, YTO TPeOYeT MPUMEHEHMS
OBOWHOV KOHTPALLENLMN Y XEHLIWH AeTOPOAHOro Bo3pacta. Mauu-
TEHTaH He BNNSET HA (DapMaKOKMHETMKY BbILLIENEPEYMCIEHHBIX Mpe-
naparos [4,9,231].

3. MauuTeHTaH, puouuryar, cenekcunar — npenaparbl 2-ro no-
KONeHus, [okasanu 3eKTUBHOCTb B OTHOLLEHWI JOMTOCPOYHbIX
ncxomos B PKW y naumentoB ¢ JTAT B oTnnyne ot npenapatos 1-ro
MOKOMEHUS, 0Ka3bIBAKOLLMX BIUAHNE, B OCHOBHOM, Ha CUMNTOMa-
Tnky JTAT. 3ameHa 603eHTaHa Ha MaLUTEHTaH AOMKHA paccmaTpu-
BatbCA y naumeHtos ¢ JTAT-C3CT, JIAT-BIWY, KoTopble UMEIT Hau-
XyAWuid NporHo3 cpeaw scex noarpynn JIAM [9,229,231].

4. Y nauneHToB ¢ BrepBble BbiABNEHHON JIAI cnefyeT paccma-
TpMUBATb MALMTEHTAH B Ka4yecTBe npenapara nepsBoro Bbi6opa, B
CBA3M C HaWUNyYLWUMN nokasaTensmn 3eKTUBHOCTI (BRUSIHWE
Ha PUCK W 4acTOTy rocnuTannu3aLmi, puck cobbITUA NPOrpeccmpo-
BaHUs 3a6onesaHus/ cmeptu) [9,116,229]

5. 3ameHa gpyrux AP Ha MauuTeHTaH MOXET paccMaTpuBaThCs
Y NaUNEHTOB C HAPYLIEHNAMM (PYHKLMW NEYeHN, B T.4. B aHaMHe3e, a
TaKXe Npu 0TCYTCTBUN BOSMOXXHOCTM NPOBEAEHNS NeYeHOYHbIX NPO6.

6. OAHOKpaTHbI NPUeM MaLMTEHTaHa MOBbLILIAET MPUBEPXKEH-
HOCTb MaLWEeHTOB K feveHnto. epunoa nonyBbIBeAeHUS MaLNUTEH-

Pekomenpaumm

Knacc YpoBeHb
PEKOMEHZALMK | AOKA3aTENbHOCTH

Y nauuentoB ¢ JIAT, nonyyaowmx U®O3-5 B kombuHauun ¢ AP, npu COXpaHeHW NPOMEXYTOHHOMO
pucka cnefyet paccmoTtpeTb 3amery V®I3-5 Ha puoumryar [9,210,230].

lMpuem puounryata pekomeHayeTcs Yepe3 24 4aca nocne nocfie NOCNeAHEro npuema cunpeHacpuna u m
yepe3 72 Yaca nocre nocrefHero npuema taganaduna [226].

Y naumeHTos ¢ JTAT, COXpaHAOLLIMX BbICOKWI PUCK HA CDOHE TPOIHOW Tepanuu, BKITI0HaloLLel cunieHadun
unn puouunryar, AP v cenekcunar, LenecoobpasHo pacCMOTPETb BO3MOXHOCTb 3aMeHbl Cenekecmnara Ha lla C
WHIaNSLMOHHBIA MI0MpocCT.

Y nauuenTos ¢ JTAT npu JOCTUXXEHUI HU3KOTO pUCKa Ha (hOHe KOMBUHUPOBAHHOI Tepanuu, BKNOYaKOLLEN
VHTITALMOHHBIA UIIONPOCT, BOSMOXHO PACCMOTPETh NEPeKNoYeHNe Ha CeNleKeMnar B YCIOBUAX 3KCMepT- lib C
HOrO LIeHTpA.

[NepeknoyeHne ¢ 0QHOMO npenapara Ha Apyroii B pamkax 0gHoro knacca JIAl-cneumdmyeckon Tepanum
UM HA NIEKapCTBEHHbIN Mpenapar Apyroro Knacca BOSMOXHO PacCMOTPETb MPW PasBUTUN KIUHUYECKM lib c
3HAYMMOr0 HeXKenaTenbHoro addeKTa 1 HeBO3MOXXHOCTW NPOAOMKEHUs Tepanum [22].

3ameHa 603eHTaHa Ha MAUMTEHTaH B CBSA3M C YCTaHOBJIEHHbIM MEX/EeKapCTBEHHbIM B3aUMOLENCTBUEM

lla

PEKOMEHYETCS Y MALMEHTOB, NONyYalLWwmx cunaeHadoun, BapgapuH, ropMoHanbHble KOHTPaLEnTUBbI lib C
[9,229].
[Tprem MaumMTeHTaHa peKoMeHIyeTcs Yyepe3 24 yaca nocne npuema nocneaHeit 1o3bl 603eHTaHa UK am- m C

6puseHTaHa [9]
MepekntoyeHne ¢ NOI-5 Ha puouunryat He peKOMEHAYETCS Y NaLMEHTOB C BLICOKMM PUCKOM NeTabHO-

CTW, KIIMHNYECKN HECTABUNbHbIX MALMEHTOB UV NPY PA3BUTUY KITMHUYECKOTO YXyaLieHus [9]. C
MepeknioyeHne ¢ 603eHTaHa/ amGpU3EHTaHa Ha MALMTEHTAH HE PEKOMEHZYETCA Y NaLNeHTOB C BbICOKUM
PUCKOM NETaIbHOCTH, KIIMHIYECKI HECTAGUMbHBIX MALMEHTOB WK NPW PA3BUTIAN KIMHUYECKOTO YXY/LLIe- c

Hus [9].
lMpumeyanne: * agantuposaxo. Note: *adapted
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TaHa 1 ero aktueHoro metabonuta ACT-132577 cocrasnsioT 16
1 48 4acoB COOTBETCTBEHHO. [locne 0JHOKPATHOMO €XeAHEBHOM0
npuema KOHLEeHTpaLus MaLunuTeHTaHa U ero akTMBHOr0 MeTabosnmnTa
B Nia3aMe KPOBW AOCTUrAOT YCTORYNBOIO YPOBHA MPUMEPHO Yepe3
7 [Hei [9,229].

Mo AaHHbIM MeTaaHann3a 9 NPoCNeKTUBHbLIX KOrOPTHbIX UCCNEen0-
BaHun y 408 60nbHbIX JTAI nokasaHo, 4TO 3aMeHa 603eHTaHa unu
amMOpU3EHTaHA HA MaLMTEHTaH CNOCO6CTBOBANA Y/yHLLEHUIO ANCTaH-
unn B TLUX, ®K ¢ xopowum npodomnem 6e30MacHOCTH Npu OTCyT-
CTBUM 3HA4YMMOr0 BNMAHUA Ha ypoBHU NT-proBNP, remofunHamuky n
napameTpbl IXoKI [232]. B cBA3W ¢ OTCYTCTBMEM MHOIOLEHTPOBbIX
PKI no n3y4eHnto BInSHUS nepekntoyeHns AP Ha KNMHUYecKoe Te-
yeHme JIAT uenecoobpasHa 3ameHa TOSbKO Npu passutiu HA unu
He6IaronpuATHbIX MEXEKaPCTBEHHbIX B3aUMOAGNCTBUAX.

7.2.5. [loTeHynanbHbI€ NEKAPCTBEHHLIE B3aNMOLEHCTBHUA

BaXHO y4uTbiBaTb 0COBEHHOCTU MEXIIEKAPCTBEHHbIX B3aUMO-
LeicTBUA npu npuMeHeHn JIAT-cneuynuyeckux npenaparos
(Tabn. 7.16.).

7.2.6. llepeyensb JIAr-cneynghnyecknx npenaparos

B cTpaHax Espasuiickoro cogpyxectsa

B tabnuue 7.17. nepeuncnensl npenapartbl JIAM-creuudu4eckoi Te-
panuu, hopMbl BbIMyCKa, PEKOMEHAYeMble JO3UPOBKM 11 NMOKa3aHMs K
NPUMEHEHMIO B Pa3NNYHbIX CTpaHax EBPasuitckoro compyecTsa.

7.3. Xupypruyeckoe eyeHue

7.3.1. lIpegcepanasn cenTocTomus

MpuHUMN NpeacepAHONn CenToCTOMUK 3aK/oYaeTcs B CO3[aHWN
W ANUTENbHOM COXPaHEeHUU MEeXNPeacepaHoro CO0O6LLEHNS C Benu-
YNHOM BEHO-apTepuaIbHOro copoca, 06ecneynBatoLLein AeKoMpec-
CMI0 MpaBbIX OTAEN0B CepAua (C YMEeHbLUEHUEM KITUHUYECKUX Mpo-
agneHnit MK CH) n yBenudenne npeaHarpysku JDK (¢ yBennyeHnem
CB v nocTaBKmM K TKaHAM Kucnopoaa) 6e3 BbIpQXXEHHOI rUnokcemum
[2,233-237]. [aHHble MeTaaHanu3a 16 HabntogarteNibHbIX MCCemo-
BaHUi y 204 nauueHToB, NepeHecLInX NpeacepaHyto CenToCTOMMIO,
npoAemoHcTpuposanu cHmkenne OMM (p<0,001) n ysenuyenne CA
(p<0,001) Hapagy co cHwxennem Sa0, (p<0,001) [237]. Mpeacepa-
Has CeNTOCTOMMS AOMKHA BbINOMHATLCS TOMbKO B 3KCMEPTHbIX LIEH-
Tpax, pacnonaratoLLnx A40CTaTo4HbIM OMbITOM NPOBEAEHNS NOA06HbIX
BMeLUaTenbeTs [9,233-237] (tabn. 7.18.). Mpouenypa NpoTMBONOKA-
3axa npu [N >20 mm pr. ¢T. 1 Sp0, B nokoe <90% [9,233,236].

7.3.2. TpanennanTaymna NErkux uian KOMNIEKCa CepaYe-nerkne

CoBepLUEHCTBOBAHME NEKAPCTBEHHO Tepanin y naumeHTos ¢ JIAT
CYLLIECTBEHHO YMEHbLUWNIO NOTPEBHOCTL B NPOBEAEHUM TPAHCMAH-
Tauun nérkux [5,9,14,22,238]. OgHako npumMepHo y 25% 60MbHbIX
¢ WM He 0TMeYaeTCs CyLLECTBEHHOO YIy4LLIEHNS NPU HA3HAYEHUM
cneumdnyeckon Tepanmu. NMporHo3 60MbHbIX 3aBUCUT OT 3TUONIOTK
JIAT: HamxyALniA NporHo3 oTmedaetcs y 6onbHbIX ¢ JIAT-C3CT; npu
JIBOB wnm JIKTA [2,10]. TpaHcnnauTaumus nérkux uiam Komnnekca
ceppLe-nerkne octaeTcs Bbi6opom ans nauueHtos ¢ OK -1V [2,5].

bonbHble JIAT/ HeonepabenbHoi XTAJT ¢ BbICOKMM PUCKOM (ha-
TaNbHOr0 UCX0[a JOMKHbI BKOYATHCA B JINCT OXWUAAHWS TPAHC-
NNaHTaunun KOMMIeKca CephLe-nerkue unu bunarepanbHoi TpaHc-
nnaHTauun NErkux npu HasHa4YeHUn TPOWHON KOMOUHUPOBAHHOM
creumduyeckon Tepanuu (taén. 7.18.). Maumentsl JIAT ¢ npome-
)KYTOYHBIM WAN BbICOKUM PUCKOM, C KNUHUYECKUM YXYALLEHUEM,
HECMOTPSA Ha MakcKUManbHO BO3MOXHYH JIAT-cneundnyeckyto Te-
panuio, HYXOaKTCs B CBOEBPEMEHHOI KOHCY/bTaLMW TPAHCMAHTO-
nora ins BKIHOYEHUS B IUCT 0XKNAAHUS TPAHCMNAHTaLN NEFKUX NN
KOMMmekca ceppLe-nerkue [2].

B HacToslLLee Bpems onepauueit Bblbopa ABNSAETCA GunatepaibHas
TpaHcnaHTaums NErkMX Unn TpaHCNNaHTaLMs KOMMNIeKca cepaLe-ner-

kue [3,5,22,238]. C TpaHcnnaTauuer cesi3anbl Takue npobremsl, Kak
[enUnT [OHOPCKWUX OPraHoB, MOXW3HEHHOE NPUMEHEHUe UMMYHO-
CYNPEeCCaHTOB, XPOHMYECKIE NHeKLNUN. BMeCTe C TeM, CYLLEeCTBYHOT
KOHKpETHbIe (pakTopbl, BAnsALMe Ha ucxodbl XTSI, Puck ocnoxHe-
HWIA 3HAYNTENBHO BbILLE Y NALMEHTOB, KOTOPbIM Obina nposeaeHa /139
C passuTUeM pe3ngyanbHoil JIT. B nnUCT 0XuEaHWA He BKIOYatoTes
NauUNeHTbl C 0XNAAEMON NPOAOMKUTENBHOCTbIO XKN3HN MEHEe OfHO-
ro roga npu ©K ll-IV (BO3) ¢ HejaBHO pa3BMBLUMMCS YXYALLIEHUEM
B BUAE TSHKENOA OfbILLIKKA WX reMOUHAMUYECKON HECTabUITbHOCTN.
BenoaptepumanbHas IKMO MOXET NpUMEHSTLCS Y NALMEHTOB B TEPMU-
HarnbHO CTaguy 3a60NeBaHmMs, 0XXNAAIOLLMX TpaHCNNaHTaumum [239].

B nocnegHue rofbl CyLeCTBEHHO YNyHLUUNACh MeAMaHa BbIKUBA-
emocTi nauueHTos ¢ JIA nocne TpancnnaHTaumm nérkux: ¢ 4,1 roga
(1990-1997 rr.) po 6,1 roga (2005-2012 rr.) n TpaHcnAHTALMN KOM-
nnekca cepaue-nerkue ¢ 1,9 (1982-1991 rr.) no 5,6 roga (2002-2012
rr.) [5,238]. 5-neTHsAS BbKUBAEMOCTb Y 60/1bHbIX ¢ JTAI cocTaBnsieT 45-
50% [5]. CoBpemeHHble AaHHblE YKa3bIBAOT Ha YNyyLLUeHWe UCXOL0B
TpaHCNMAHTALNN; BLDKMBAEMOCTb K 5-11 rofjam HabntoaeHns focTurna
52-75%, K 10-my — 45-66% [2,238]. CMepTHOCTb NOCMe TPaHCNaH-
Tauum y naumentos ¢ XTAJ coctansiet okono 20%, He3aBUCUMO OT
TUNa TPaHCnnaHTaumumu (OAHOCTOPOHHSAS, bunarepansHas U Komou-
Hauua [cepALe-nerkue]) ¢ S5-neTHen BbDKUBAEMOCTBIO — 0KONO 50%
[87]. Yaiwie BbINOMHAETCA [ABYCTOPOHHAS TPAHCMNAHTAUMA NErKMX.
O[HaKO BbDKIMBAEMOCTb MOC/E NPOBEJEHNS TPAHCMNAHTALMUN OLHOMO
UK ABYX NETKUX NPUMEPHO 0AnHaKoBa. CornacHo AaHHbLIM perucrpa
MexxayHapoiHOro 06LLeCTBa TPAHCMNAHTALMM CepALa 1 NErKNX, Npu
CUHApOMe Jil3eHMeHrepa BCefCcTBUE NPOCTbIX MOPOKOB M307MpO-
BaHHas TPAHCMNAHTALWS NErkoro ¢ 0AHOBPEMEHHOII Koppekuyen BINC
MOXXET ObITb METOAOM Bblibopa [5,238].

8. 0COBEHHOCTW ANATHOCTUKW U NEYEHNA
MALUEHTOB C PA3JINYHBIMW ®OPMAMW NAT W T

8.1.Tpynnal - NNAT

8.1.1. JIAI, accoynnpoBaHHas ¢

BPOXJEHHBIMY NOPOKaMu cepaya

JII, accoummposanHas ¢ BIC, BKNt0YEHa B 4€TbIPe OCHOBHbIE Fpyn-
nbl J1IM 13 NaTV B KNMHUYECKON Knaccudpukauyuu (taon. 8.1.) [2,9,14]:

« JIAT npu BIC (cuHapom 3di3eHmenrepa, npu BIIC ¢ neso-
npasbiM C6POCOM, NPY MaNbIX/CONYTCTBYIOLNX AedeKTax u
nocne koppekuun BI1C);

 JII npu natonorum neBbIX OTAENOB cepaua (BpOXAEHHas/
npuo6peTéHHan cepieYHo-CoCcYaMCTas naTosorms ¢ nocTka-
nunnspHon JI);

« JII npu o6¢TpyKUmn JTA (Bpyras o6CTpyKUumUa — BPOXKAEHHbIE
cTeHo3bl J1A);

e JI[ HEM3BECTHOrO W/UNKM CMELAHHOr0 reHe3a (C/OXHble
BINC — nopoKn ¢ YHUBEHTPUKYNSAPHON FreMOANHAMMKON, Cer-
meHTapHas 1T, op.).

MonHbii nepeyeHs BIC, npusopawmx k passututo J1I, npnseaeH
B EBpasuiickmx pekomeHgauuax no AumarHoctuke u nevexuo Jr,
accounuposanHoii ¢ BIC y B3pocnbix — 2021 [14]. B Poccun NAT
npu BINC no pacnpoctpaHeHHOCTH cpeau Beex dpopm J1AT 3aHuMa-
€T 0JJHO W3 MepBbIX MECT, B PSLie PErMOHOB — NepBoe.

IOnarnoctuka JII npu BMNGC nmeeT cneundrnyeckne 0COBEHHOCTU
[14,35,240-250]. OueHKa Ba30peaKTUBHOCTY Y B3POCIbIX NALMEHTOB
¢ JTAT npw BIC He Lenecooobpas3Ha n3-3a OTCYTCTBUS OOLLENPUHS-
TbIX KPUTEPUEB, YKa3blBAIOLWMX HA onepabenbHocTb BIIC, a Takxke
13-32 KpanHe PeLKOro OTBETAa NALMEHTOB C «ManbIMi/ COMYTCTBY-
owmMn gedbektamu» U nocne Koppekumn BIC Ha Tepanuio BKK
[2,14,240,243,245,250]. bonbHbIM ¢ cMHAPOMOM Jii3eHmeHrepa bKK
NPOTUBONOKA3aHbl, T.K. MOTYT CNOCOBCTBOBATH YBEIMYEHUIO BEHOAP-
TEPUATbHOrO LLIYHTUPOBAHNA 1 YCyry6nate runokcemuio [14,35].
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Tabnuua 7.16. MoTeHuuanbHbie NEKapCTBEHHbIE B3aUMOAEHCTBUSA npu npumenexun JIAT-cneundpyeckoi Tepanuu [9]*
Table 7.16. Potential drug interactions with PAH-specific therapy [9]*

JlekapcTBeHHbINA
npenapar

Am6pu3eHTaH

bo3seHTaH

MaumTteHTaH

CunpeHadomn

Tapanadpun

Puouuryar

MexaHuam
B3aUMOJIeNCTBUS

NupykTop CYP3A4
CybeTpar CYP3A4

CybcTpar CYP3A4

CybeTpar CYP3A4
CybcTpar CYP3A4+
VHTMOMTOP NOMMbI
XKEJTYHbIX COsel
Cybctpar CYP2G9
1 CYP3A4

NHaykTopbl CYP2C9
n CYP3A4

NuaykTopbl CYP2G9

NuaoykTopbl CYP2C9

NnaykTopsl CYP2GC9

1 CYP3A4

MOLLHbIA UHrM6M-

Top CYP3A4

MoLuHbIN UHAYKTOP
n3ocpepmenta CYP3A4

Cy6eTpar CYP3A4
Cy6ctpar CYP3A4

CybeTpar CYP3A4
NupykTop CYP3A4
Cybcrtpar CYP3A4

CybeTpar CYP3A4

CybcTpar CYP3A4
uyrMmo

CybcTpar CYP3A4

Cy6ctpar CYP3A4
Cy6ctpar CYP3A4

Cy6eTpar CYP3A4

MoLLHbIN UHAYKTOP
n3odpepmenta CYP3A4

urMmo

CWIbHbIA MHrMOUTOP
CYP3A4 n P-gp

CubHbIA HrN6UTOP
MHOXXECTBEHHbIX Me-
Tab0/IMYECKIX NYTel ¢

y4acTuem n3oepmMeHTOoB

unToxpoma n P-gp/BCR
NHrunéutopsl CYP1A1

B3aumogeicTayowee
nexKapcTeo

LINKIOCNOPYH
cunaeHadoun
LIMKNOCMNOPUH

3PUTPOMULIMH
KETOKOHa30N

rnubeHKnammz,

thnykoHason,
AmunogapoH
pUAHAMMULNH,
(heHnTouH
WHrMOUTOPb!
['MT'-KoA-penykTasbl

BaphapuH

rOPMOHarnbHble
KOHTPALeNTUBbI

KETOKOHa30N
puchamnuumH

603eHTaH

WHrMOUTOPbI
MI'KoA-peaykTasbl

WHrMOUTOPbI NPO-
Teas B4

QeHUTONH
3PUTPOMULMH

KETOKOHa30/

LMMETUANH

HUTPATbI, HUKOPaHAWnn

WHTMOUTOPbI
npoTeas (pUToHasmp,
CaKBMHABNP)

3PUTPOMULILH
NTPAKOHA30/
KETOKOHA30N
prchamnuumH

HUTpATbI, AOHATOPbI
NO (amunHuTpuT)

KETOKOHa30/1,
UTPaKkoHa3on

PUTOHABUP

3PIOTUHNO,
recouTMHNG

Pe3ynbTar B3aMMOJEHCTBUA U PEKOMEHAALMM

Cobntoaatb 0CTOPOXKHOCTb NPU COBMECTHOM Ha3HayeHnN. [l03a aMbpu3eH-
TaHa [0MMKHbI 6bITb | 10 5 Mr.

KoHueHTpaums cungeHaduna cHmkaetcs Ha 50%, 603eHTaHa NoBbILLALTCA
Ha 50%. He TpebyeTcs KOppeKLmus 103 ApYrux Niobbix neKapcTs.
KOHLIEHTPALMS LIMKOCNOPUHA CHKAETCS Ha 50%, KOHLEHTpaLus 603eHTa-
Ha yBENMYMBaeTCA B 4 pasa.

YBenMYnNBaeTCs KOHLEHTpauus 603eHTaHa. Mpu KpaTKOBPEMEHHOM Ha3Ha-
YEHUN KOPPEeKLMs J03bl MOXET He NOTPe60BaThCS.

KoHLeHTpaums 603eHTaHa 1 B 2 pasa.

1 BEPOSTHOCTb MOBbILLIEHUS TPAaHCaMMHA3. MMOTEHLNANbHBIA PUCK CHIKE-
HWS TUNOTAINKeMUYecKoro adydpekTa rnubeHknamMuza. CoyetaHme npoTueo-
MNOKa3aHo.

3Ha4mMTeNbHO 1 KOHLEHTpauus 603eHTaHa. CoveTaHne NoTeHUMaNbHO Npo-
TMBOMOKA3aHO.

KoHueHTpaums 603eHTaHa yMeHbLUaeTcs Ha 58%. MoTpe6HOCTb B KOPPeK-
LN [103bl He YCTAHOBNEHA.

KoHueHTpauus cumactatuHa | Ha 50%. 9dhheKT BepOsTEH Npu HasHaye-
HWW aTopBacTaTMHa. Heo6xoaum KOHTPOSIb 3@ YPOBHEM XOJECTEPMHA.

1 MeTabonn3M BaphapuHa, Bbl3bIBAeT MOTPEOGHOCTb B KOPPEKLMM [03bl
npenaparta. B Hayane Tepanun Heobxoaum koHTponb MHO, B fanbHeLiem
KOppeKLms [03bl, KaK NpaBuio, He TpebyeTcs.

| KOHLIEHTpaLmsa ropMoHOB. HageXXHOCTb KOHTPALIENLN CHINKAETCS.

Cobntoaatb 0CTOPOXKHOCTb B CBA3M C MOBbILLEHUEM 3KCMO3NLAN MALMTEH-
TaHa B MnJjia3Me KPoBMW.

| 3hpeKTUBHOCTYU MALUTEHTAHA

KoHugHTpaumua cungeHapuna | Ha 50%, KOHUeHTpauus 603eHTaHa
1 Ha 50%. Koppekwuuu [03 npenapatoB MOXET He NOTPe60BaTbCA.

MoxeT 1 KOHLEHTpauusa CUMBacTaTUHa/aTopBacTaTHa. Bo3MOXHO
1 pucka pabaommnonusa. KoHueHTpaums cunaeHaduna Moxer 1.
PUTOHaBMP, CaKBWHABMP 3HAYUTENbHO T KOHLEHTpaumio cunpeHaduna.
Tpebyetcs Koppekuus [03bl NOCNEAHErO.

KoHLeHTpauus cunaeHacmna MOXeT CHUKATLCS.

1 KOHLEHTpauus cunpeHadmna. Hacto He TpebyeTcss KOppekuuu [03bl
nocneaHero.

1 KOHLEHTpauus cungeHacuna. H4acto He TpebyeTcs KOppekunn [o3bl
nocneaHero.

1 KOHUEHTpaums cungeHadpuna. Kak npasuno, He TpebyeTcs KOppekLuun
[03bl MOCIeAHEro.

BbIpaXeHHas cMCTeMHasi TUMOTOHMS, COYeTaHIe NPOTMBOMNOKA3aHO.

PWTOHaBMp, CaKBMHABMP 3HAYUTENBHO TKOHLEHTpaUMO Tafanaduna.
TpebyeTcs KoppekLns [03bl NOCNEAHErO.

1 KOHLEHTpauus curngeHacmna. Hacto He TpebyeTcss KOPpekuuu A03bl
nocnegHero.
1 KOHLEHTpaums curngeHaduna. Hacto He TpebyeTcss KOpPpekuuu A03bl
nocneaHero.
1 KOHLEHTpauus curngeHacuna. Hacto He TpebyeTcss KOpPpekuuu A03bl
nocneaHero.

| KoHUeHTpaLwn Taganacuna

lpoTMBONOKAa3aHO COBMECTHOE HasHavewue: B PKI nokasaHo CHWXeHue
apTepuanbHOro [aBneHns Npyu COYeTaHWM puouuryata ¢ cungeHadgunom
nnn BapaeHachuiom

1 Ha 150% (omanasoH o 370%) cpeaHen AUC puoumryata n 1 Cmax Ha
46%. Mepwrop nonysbiBeaeHus yBenuynsancs ¢ 7,3 1o 9,2 4acos, a 06Lwmn
KNMpeHc puouuryara | ¢ 6,1 1o 2,4 n/.

He pekomeH/yeTcs COBMECTHOE NPUMEHEeHIe

MpUMeHsITb C 0CTOPOXHOCTBIO: YeuneHue achdhekTa puoLnryara, 0co6eHHO
Y KypALLMX NaLneHTOB
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JlekapcTBeHHbli  MexaHuam B3aumogeicTayowee .
npenapar B3aUMOENCTBHS TIEKAPCTBO PesynbTar B3aUMOAEACTBUS U PEKOMEHAALNM
(DEHUTOMH,
Kap6amasenuH,
8@%’@8 MHAYKTOPb! ?peeHn%?)%gﬁb:/,chagﬁep- | KOHLEHTpaLuK puoLuryata B nna3me KpoBi
XalLme 38epo6oit
Puouuryar MPpO/bIPSABNIEHHbIN
Cy6erpar CYP3A4 LMKNocnopuH A Cobntoaarb 0CTOPOXXHOCTb NPW COBMECTHOM Ha3HA4eHMM

npenaparel T pH
XKenyLo4Ho-
KMLLIEYHOr0 TpakTa

lMpumeyanne: * agantuposaHo. Note: *adapted

M0 CPABHEHWIO C KWUCNOiA Cpeaoi

Tabnuua 7.17. JIAT-cneuuchuyeckue npenaparbl, 3aperucTpupoBaHHble B cTpaHax EBpasuiickoro cogpyxectsa [9]*

Table 7.17. PAH-specific drugs registered in the Eurasian countries [9]*

| 6MOJOCTYNHOCTM: PacTBOPMMOCTb puoLMryata npu HewitpanbHou pH

JekapcTBeHHbIA (0]
®opma [lo3upoBku Ctpana Moka3aHus K npUMEHEHUID
npenapar pea Rosuy p p (B03)
62,5 ur Benapyce,
boseHTan Ta6n. ’ KasaxctaH,  J1éro4Haq aptepuanbHas runepreH3mns [1-1v
125 mr P
oceus
5wmr Poccus, .
Am6puseHTaH  Ta6n. 10 ur e JéroyHas apTepuanbHas runepTeHsns -1V
MauuTeHTaH Tabn. 10mr Poccus JNéroyHas apTepuanbHas runepTeH3uns (-1l
— namonarnyeckas (nepsuyHas)/ cemertas JIAT,
—J1AT, o6ycnoBneHHas 3ab6oneBaHneM COeNHNUTENTbHON TKaHW UK JeCTBUEM
Wnonpoct Wuran. 10 mkr/mn  Poccus NEKAPCTBEHHbIX CPEACTB U TOKCUHOB; -1V
— J1I" BCnefcTBUe XPOHNYECKIX TPOMOO30B W/UNK IMOONNN NIEFOYHOI
apTepun npu OTCYTCTBUIU BO3MOXXHOCTM XUPYPr4ECKOro NeYeHms
neyeHne nepanyHom J1Iy B3pOCbIX NALMEHTOB ANA YyyLLIeHNs
Vinonpoct e e s NepPeHoCUMOCTH (OU3UYECKON HArpy3Ku 1 CUMNTOMOB .
Cenexcunar Ta6n. ggg m; Poccus J1éro4Has apTepuanbHas runepTeHsns -
XTaNnr
[ns neveHns B3POCHbIX NALMEHTOB C LIENbHO YBENMYEHNS NEPEHOCUMOCTH
0.5 mr (PU3NYECKNX HArpy30K, npu:
T Benapych — Heonepa6enbHon XTI,
Puoumryar Ta6n. 15mr Poccits, ﬁR(repcmcmpyrom,em nnn peunansnpytoLen XTIJT nocne onepaTMBHOMO NeYeHus. 1141
2,0 Mr KasaxcraH
I [ns neYeHns B3POCHbIX NALMEHTOB C LIENbIO YBENMYEHNS NEPEHOCUMOCTH
' (PU3NYECKNX HArpy30K:
— B MOHOTepanuu,
— B KOMOGMHIMPOBAHHOM Tepanum ¢ APJ
ApmeHus,
benapycb,
C KasaxcraH, .
ungeHacoun  Tabn. 20 mr KbIprblIaCTaH JIAT ¢ Lenblo yyyLIEeHUs TONEPAHTHOCTM K OU3NYECKOI Harpy3ke [1-111
Poccus,
Y36ekncra
Tapanacoun Ta6bn. 20 mr Poccus AT C LenbIo NOBBILLEHNS TONEPAHTHOCTY K (DU3NYECKIUM HArpy3Kam [1-111
lMpumeyanne: * agantuposaxo. Note: *adapted.
Tabnuua 7.18. PekomeHaauuu no npefcepaHOi CENTOCTOMUM U TpaHcnnanTauuu [91*
Tahle 7.18. Recommendations on atrial septostomy and transplantation [9]*
Pekomenpauuu Knacc YposeHb
pekomeHaaumi | [oKa3aTenbHOCTH
MpeacepaHyro CenTocTOMUIO CeflyeT NPOBOANTL B 3KCMEPTHbIX LIEHTPAX ¢ AOCTAaTO4HbIM OMbITOM NpPOBe- lla
JeHns npoueayp [5,9,233,235,237].
MpoBe/eHue NpeacepaHoi cenTocToMum creayeT paccmoTpeTb y naunenTos ¢ JIT II-IV OK (BO3), yactbimm
CUHKOMNE n/unu pechpakTepHom K MakcumansHor JIAT-crieyncdmyeckor Tepanum npaBoxxenyno4koBon cep- lla C

JIEYHON HE[0CTATOYHOCTBIO, @ TaKXe Npu HegocTynHocTy JTAM-cneunduyeckoii Tepanun [3,9,237].

MpoBeaeHne NPeACEPAHON CEeNTOCTOMMM He PEKOMEHAYETCS MPW AaBNEHUN B NPaBOM NPEACEPANN Bbille
20 MM p. cT. 1 catypayum O, npu AbixaHni aTMocepHbIM Bo3ayxom MeHee 90% [3,9,233,237].

MpoBefeHne GunatepanbHOA TpaHCINAHTALMK NETKUX UK KOMMeKca ceppLe-nerkue crneayer paccmo-

____ I

TpeTb y nauneHtoB ¢ JIAT n HeonepabensHoit XTI npu HeadpheKTUBHOCT KOMOUHUPOBaHHON JIAT- lla C
Cneunmu4ecKoil NnekapcTBeHHON Tepaniu [2,5,9,22,238].

MaumeHToB JIAT ¢ BbICOKMM PUCKOM, HECMOTPA HA NMPUeM KOMOWHUPOBAHHON CMeLMdnYeckon Tepanuu,

CreflyeT HanpaBUTb K TPAHCMNAHTONONY ANS PeLIeHNs BONPOCa 0 BO3MOXHOCTY BKITHOHEHNSA B NIACT OXWAa- lla c

HUs TPaHCNAHTaLUMW 6unatepasibHO TpAHCNAAHTALMN NETKNX UNn KOMNAeKca cepaue-nerkue [5,22,239].

lMpumeyarne: * agantnposaxo. Note: *adapted
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Neyenue BIC ¢ JII BKNOYaeT XMPYpPruyeckyo Koppekumio (ans
onepabenbHbIX MauWeHToB) WM MELUKAMEHTO3HYI Tepanuio (ans
HeonepabenbHbIX 60bHBIX U B C/ly4yae COXpaHeHUs pe3ngyanbHou
JII nocne onepauuu) [2,14]. 06LiMe Mepbl U NOLAEPXKMBAIOLLAS Te-
panusa npu JII, accounnpoBaHHoi ¢ BIC, naeHTUYHbI Nogxoaam K
neyenuto JTAT. Ocob60ro BHUMAHWUA MOTYT 3aCiyXMUBaTh SPUPOLIUTO3
(pyTUHHaa (hne60oTOMUA He PEKOMEHAYETCS, NPY reMaTokpuTe >65%
crienyeT 06patUTb BHUMAHWE Ha afieKBATHYIO ruaparauuio), Boccra-
HOBJIEHWe AeduunTa Xenesa u NpodunakTKa BO3AyLLIHOM 3M60UK
Mpw UCroNb30BaHUM BEHO3HOro AocTyna [2,14,35,131,132,241].

Tepanus cneunuyeckumMn NeroYHbIMKU Ba3ogmnaTopamu no-
KasaHa nauueHtam C npekanunnapHsiMu doopmamu JI JIAT

npu BMNC n npekanunnapHont JIT npu cnoxubix BMC [2,14,251-
254]. HakannusaioTcs [aHHbIe Mo Tak HasbiBaemomy «treat-and-
repair approach» (xupypruyeckas koppekuus nocne kypca J1Al-
Cneunuyeckoin Tepanun), 0HAKO [oKasaTenbHas 6asa 3Toro
noaxoAa noka HegocrarovHa [14,251].

MNpu ananuse 59 KNUHNYeCKUX UccnenoBannii (3 Hux 14 PKI) no
Tepanum 0f06peHHbIMU B PO creunduyecknmm nerovHbIMm Baso-
JunaratopaMu nokasaHo, 410 Hanbonee apryMeHTUPOBAHHO MOXXET
NPUMEHSATbCA 603EHTaH, 0COOEHHO NPW CUMHAPOME JN3eHMeHrepa
(PKIN BREATHE-5 [253]), oHako v fpyrue npenaparbl (aMOpuU3eH-
TaH, MaUUTEHTaH, CUNLeHacUN, UHTrANALMOHHBIA NNONPOCT, PUOLM-
ryar W Cesiekcunar) UMerT JoKasaTenbHyto 6a3y npu «npocTbiX» U

Tabnuua 8.1. Pekomenpauuu no guarHoctuke u nevennto JII, accouumuposanHoi ¢ BIC [9]*
Table 8.1. Recommendations for the diagnosis of PH associated with CHD [9]*

Pexomenpaumm

YpoBeHb
pekoMeHpaumil | fokasatenbHoCTH

MaumenTtam c J1T, accouumpoBanHoii ¢ BINC, pekomeHayeTcs 06¢neaoBaHme no CTaHAApTHOMY AnarHoCTL-
yeckomy anroputmy J1I' ¢ 0653aTeNibHbIM UCMOMb30BaHNEM COBPEMEHHbIX BU3Yanu3upyoLWwmx MeToa0B
(KT, MPT) n KNOC [2,14,35,127,240-250].

MauweHTam ¢ JTT npu BINC pekomeHayeTcs nynbCOKCMMETPUS OTAENBHO HA PyKax 1 HOrax B MOKOE 1 npu
thusnyeckon Harpyske [2,14,35,245].

Maunentam ¢ JIT npu BIC oOuUeHKY remofauHamuku, BKKOYas OTHOLLUEHWE NEro4HOro KpOBOTOKA K
cuctemHomy (Qp/Qs), pekoMeHyeTcs NPOBOAUTL TOMBKO C MOMOLLBIO MPAMOr0 WK HenpsAMOro MeToAa
®uka [2,14,35,127,248,250].

B3pocnbiM naumentam ¢ JIAT npu BIC npoBedeHne TecTa Ha Ba30peakTMBHOCTb HE PEKOMEHZYeTCs
[2,14,240,243,250].

Maumentam ¢ JTAI npm BIC v otHoweHnem Qp/Qs >1,5:1 pagunkanbHas Xupypriuyeckas/ 3HaoBackynspHas
Koppekuun pekomeHayetcs npu uupekce JIGC < 4 E[] Byna x m? [14,35,132,243].

Mauuentam ¢ JIAT npu BMC v oTtHoweHuem Qp/Qs >1,5:1 npu nHaekce JICC 4-8 EMl Byna x M? BO3MOX-
HOCTb PafiKasIbHOM XMPYPriu4ecKoin/aHA0BACKYNAPHOA KOPPEKLMIA C COXPAHEHNEM (DEHECTPaLN MeX-
npeacepaHoi Neperopofiki PEKOMEHAYETCH pacCMOTPETb MHAMBUAYANbHO B 3aBUCUMOCTW OT [pyrix
KIIMHUYECKWX W TEMOAMHAMUYECKIX NoKa3aTenen [5,14,35,132].

Maumentam ¢ JTAT npu BIC n unpekcom J1CC >8 E[l Byna x m?, npu cuHapome Jin3eHMeHrepa u «Manbix/
conyTcTByoLLMX AedhekTax ¢ JTAI» pagnkansHasa Xxupypruyeckas/ 3HLoBacKynapHas KOppekLun npoTueo-
nokasana [2,5,14,35,131,132].

Maumentam ¢ npeTpukycnuaanbHbiMi BINC u uipekcom JICC >8 ELl Byna x M? pekoMeHayeTcs paccmo-
TPeTb BO3MOXXHOCTb KOPOTKOIO (HECKOSIbKO MecsLeB) Kypca JTAT-creunnyeckoil Tepanum ¢ nocneayto-
LLiell NOBTOPHOI OLIEHKON onepabenibHocTu [2,35,251].

MauneHTaMm ¢ CMHAPOMOM OJi3eHMeHrepa pyTUHHAs (hneboTOMUS NS CHUDKEHUS MOBbILIEHHOMO
rematokpuTa He pekomengyetcs [2,14,35].

MaumeHTam ¢ CUHLPOMOM JiN3eHMEHrepa npi UCMoJb30BaHUM BEHO3HOIO JOCTYNA PEKOMEHAYeTCA TLa-
TeSIbHas npounakTnka améonui [2,14,35].

Tepanus cneuynrU4ecKMMI NErOYHbIMMU Ba304UNaTaTopamMin peKoMeHIyeTcs cneayoLwnum naumeHTam ¢

npekanunnspHon JIM npu BIC: 1) ¢ cunapomom 3in3eHMenrepa; 2) ¢ peauayansHoi JTAI nocne paam-
KanbHOW GUBEHTPUKYNAPHOI koppekuuu BIC; 3) ¢ JTAT npu manbix/conyTcTByrOLnX fedekrax; 4) no-

cne onepauuu ®oHTEHA 1 ABYHANPABNEHHOIO KaBOMY/IbMOHANIbHOTO aHACTOMO3a 63 LOMOMHUTENbHBIX lla

MCTOYHUKOB NErOYHOrO KPOBOTOKA MPW OTCYTCTBUM AUCHYHKLIMM CUCTEMHOTO XeNya04Ka 1 Npu Hanu-

41K NEroYHON COCYANCTOMN BONE3HMN (CPeSHUIA TPAHCTYNbMOHANbHBIA FPAAWEHT >6 MM PT. CT. U UHAEKC C
N1CC >3 E[] Bypa x M?) u/vnu Hef0CTaTO4HOCTM KpoBOOGpaLLeHus [2,14,35, 131,132, 243,252,253]. Iib

MaumeHTam ¢ CMHAPOMOM J3eHMeHrepa Ans yny4LleHns (ousn4eckor paboTocnoco6HOCTI U reMOanHa-
MUWYECKMX NOKa3aTener pekoMmenayetcs 603eHTaH [2,14,253,254].

MauweHTam ¢ npekanunnapHoi J1I npu BIC pekomeHayoTCs Apyrie cneunuyeckme NeroyHble Ba3oam-

naratopbl (aMOPU3EHTaH, MaLUUTEHTaH, CungeHadun, PUoLMryar, UHransaLNOHHbIA UIOMPOCT U CeneKcn- lla C
nar) [2,12,252,254].

Maumnentam ¢ npexkanunnapHoi JII npu BINC pekomeHayeTcs KOMOUHMPOBAHHAsA (HaYanbHas v nocneso-
BaTesibHas) Tepanusa crneunuyeckmMm n1eroqHbIMu Bazoamnararopamu [2,14,254].

Mpn OTCYTCTBUN KIMHUYECKW 3HAYMMOr0 KpOBOXapkaHbs y 60mbHbIX JIAT npu BINC moxeT paccmarpu-
BaTbCA Ha3HAYEHWE OparbHbIX AHTUKOATYNAHTOB NPU HANUYUU TPOMOO30B UK ABNEHUIA NPABOXENYL0Y- llb C

Kool CH [2,5,14,176].
N ¢

HasHaueHve BKK He pekomeHayeTcs 60/1bHbIM C CUHAPOMOM Jit3eHMeHrepa [2,5,14,22].
Tpumeyanne: * apantuposaHo. Note: *adapted
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«cnoxHbIx» BI1C ¢ npekanunnaproin J1I [14,35,252,254]. Mpu atom
B MHCTPYKLMAX N0 NPUMEHEHUIO NoKa3aHus «JTAT, accoummpoBaHHas
¢ BIC n cuHapomom diieHMeHrepa», unm «J1AT, accouumpoBaHHas
C KOppUr1poBaHHbIMI NpocTbiMu BINC» 0603Ha4eHb! Ans Tpex (60-
3EHTaH, MaLUTEHTAH W Cenekcunar) U3 7 3aperncTpupoBaHHbIx B PO
cneuunuyeckmx NEroYHbIX Ba3oanunaTatopos [254].

lNokasaHns K pafuKanbHON XMPYpruy4eckon/ 3HA0BACKYNAPHON
KOPPEKLMN U K HEKOTOPbIM BUAAM NaniuaTuUBHbIX JHLOBACKY-
NAPHbIX onepauun (ambonm3aunn NEroYHbIX KosartepasbHbIX
apTepuii Mpu KpoBOXapkaHbe, CTEHTUPOBAHWIO CTBOMA NEBOW
KOPOHAPHOI apTepun npu UWemnU MuokKapaa u ap.) noapobHO
paccMOTPeHbl B EBPa3niicKUX peKOMeHAaunax no AMarHocTuke u
neyenmto JTT, accoummposanHoii ¢ BIC y B3pocnbix — 2021 [14]

8.1.2. JIErounas aprepuanoHas runepTeH3ns, accoynnpoBaHHan

C CUCTEMHBIMH 3a6071EBAHNAMK COELNHNTENIbHOMN TKaHN

PacnpoctpaneHHocTb JIAT cpean nauueHtoB ¢ GG — ayToum-
MyHHbIM C3CT Heu3BecTHOM aTuonoruu, coctasnsert 6,4% (95%

I 5-8,3%), a obwas 3abonesaemocTb 18,2 cnydas Ha 1000
naunento-net (95% [AW: 12-27,4), no paHHbIM MeTaaHanusa
[255]. JTAT npwn apyrux C3CT BCcTpeyaeTcs AOBONbHO peako: 60-
nee 70% Bcex naumentoB ¢ JIAT-C3CT npuxogutcs Ha cnyvau CC
[256-259].

Y 60nbHbIX C3CT MOXHO BbISBUTbL pasnuyHble gopmbl JTT — JTAT
(rpynna 1); JIT, o6ycrnoBneHHyto 3a60/1eBaHNeM NETKUX W/unu ru-
nokcemuen; noctkanunnapHyto JIT Ha poHe 3a60neBaHmnii NeBbIX
0TAEeN0B CepAaua (CUCTONNYECKas/anMacTonnyeckas AMCQYHKLNA);
JIBOB; XTA/T y nauneHToB ¢ aHTUhochonnnmaHbIM CUHAPOMOM,
B TOM 4ucne nocne nepeHecenHon TAJA (Tabn. 8.2.) [260].

Mporpammbl ckpuHuHra JIAT npu CGLl aokasanu BO3MOXHOCTb
BbISIBIEHNS 3a00/1EBAHIS NPU MEHEE BbIPAKEHHbIX TeMOANHAMU-
YECKNX HAPYLUEHUSX C AOCTUDKEHNEM NyyLUei BbDKNBAEMOCTH Na-
umenToB [139,256,257]. B anroputMbl BKIK4ANNCh KOMOUHALNM
KNUHUYECKNX MPU3HAKOB, WMMYHOMOrMYECKMX Mapkepos, AXoKT,
(PyHKUMOHANbHBIX NEroYHbIX TecToB (PXKAJT 1 DLCO) 1 NT-proBNP
ans otéopa naunentos ¢ CCI ans KMOC (DETECT) [142,260].

Tabnuya 8.2. PekomeHpaLum no AuarHocTuke accouuuposalHbix (hopm JIAT (rpynna I) [9]*
Table 8.2. Recommendations for the diagnosis of associated forms of PAH (group I) [9]*
Pekomenpaumuu

YpoBeHb
PEKOMEHJALMIA | AOKA3ATENLHOCTH

PekomeHayeTcs HanpaenaTb B 3KCMNEPTHbIA LeHTP JII CKpuHUpoBaHHbIX nauneHTtoB ¢ CCM, ap. C3CT
npu Hanu4um chaktopos pucka J1Al, cpefHeil 1 BbICOKOI BepoATHOCTW JIT N0 JaHHbIM 3X0Kapanorpa-
thun [2,9,22].

PekomeHayetcs o6¢cnenosanune nauunentos ¢ JIT npu C3CT no ctaHmapTHOMY AMArHOCTUHECKOMY an-
ropuTmy nauueHToB ¢ JII ¢ UCKNOYeHNeM Hanbonee YacTbiX NpuyunH JII — natonorus Nérkux u/mnu
TUMOKCEMNS 1 3a60NeBaHNS NEBbIX OTAEN0B cepaua [2,9,22].

Pekomenpyetcs exerogHbii IXoKI-ckpuHuHry naunentos ¢ CCL npu Hanuyum JTAT-accoummpoBaHHOT0
(heHotnna (cuHapom PeitHo 6onee 12 feT, Hann4ne TeNleaHrMakTasmnia, NON0XKUTESIbHbIX aHTULEHTPO-
MEPHbIX aHTUTES1, MOBbILIEHNE YPOBHS MOYEBOM KNCNOTbI >340 MKMONb/N, OTCYTCTBUE aHTUTEN K TOMO-
n3omepase-1) [2,5,261,262].

PekomeHayeTcs Ucnonb3oBaTb OLEHKY YPOBHS MOYEBOM KWUCOTbI B KA4ECTBE [OMOSHUTENIbHOIO Ana-
FHOCTIYECKOro U NporHocTudeckoro mapkepa J1IAl y naumentos ¢ GCJI [263-265].

Pekomenayetcs nposedeHne KIMOC BO BCex cnydasx MOAO3PEHMS HA  acCOLMUPOBAHHYIO
NAT-C3CT [2,5,9,22].

He pekomeHyeTcs NpoBefeHNe TecTa Ha Ba3opeakTuBHOCTb npu KMOC naumeHTam ¢ accoumnpoBaH-
Hon JTAT-C3CT [2,5,9,22].

PekomeHayetcs HabnoaeHne nauneHtos ¢ G3CT u JI, o6ycnosneHHoii M3JT unn 3a6onesaHnsamm ne-
BOr0 XXeflyo4ka, MHOronpouIbHOM rpynnoi CneunanncToB, BKOYas Kapavonora, nyfbMOHONOra,
pesmaronora u ap. [2,5,9,22].

PekomeHayeTcs npoBefeHue axokapavorpaum y naumeHtos ¢ cumntomamu JII npu Hanuyuu na-
TONOTMM NEYEHU AWM NOPTaNbHONA TMNEPTEH3UM W Y BCEX KaHAWLATOB HA TPAHCMNAHTALMIO MEeYeHM
[2,5,9,22,266].

He pekomeHayeTcs  npoBefeHue
BY-nHchekument [2,5,9,22,267].
MauneHToB ¢ nogospeHnem Ha JIBOB/JTKIA peKoMeHAYeTCs B CPOYHOM MOPSJKE HanpasnaTh B 3KC-
nepTHbIN LeHTp JII ang sBepudpukaumn guarsosa [2,5,9,22].

[MaumeHtoB ¢ JIAl BcneacTBue nNopTanbHONW FMNEPTEH3UN PEKOMEHAYETCH HanpaBnsTh B AKCMEPTHbIE
LeHTpbI [3,9,22,266].

9XoKI nokazaHa Bcem nauueHTam ¢ BUY ¢ xano6amu Ha 0ApblliKy A1 UCKIYEHUs CepreyHo-
COCYAMCTLIX 0CNOXHEeHMUNA, B HacTHocTn JIAT [3,9,22,267].

CKpuHUHT ¢ nomoulbio IXoKI He pekomenayeTcs naumeHtam ¢ BUY npwu otcyteteuu cumntomos JIAT
[2,3,267].

MauueHTsbl ¢ nogo3peHnem Ha JIBOB/ JIKFA nomkHbl HabMI0AaTbCs B 9KCMEPTHbIX LEHTPax 13-32a BbICO-
KOTo pucka oteka nérkux npu nogéope JIAI-cneumdpunyeckon tepanum [2,3,5,9,22].

[ns pnardoctuku JIBOB/ JIKIA pekomeHAYeTCs OLeHNBaTb KIMHUYeCKNe AaHHble, NPOBOAUTL BPOHXO-
ckonuio 1 KT nérkux [2,3,9,22].

Y 60nbHbIX ¢ nogo3peHnem Ha JIBOB/JTKTA BbisiBneHne 6u-annensHoit mytaumn EIF2AK4 yka3biBaeT Ha
HacneLyemyto hopmy 3a60s1eBaHNA U He TPe6YeT rucTonorYeckon Bepudukaymm [5,9,22].
lMoumeyanne: * agantuposaxo. Note: *adapted
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Boissnenue JIM rpynnst Il u Il B X04e AMHAMUYECKOrO Habnto-
[leHNs Yy 3TUX NaLWNEHTOB CBUETENbCTBYIOT O NMPOrpeccupoBaHui
N3JT n/mnu nopaxeHus neBbix OTAENOB Cepaua, YXYALIaeT npo-
rHO3, 1 TpebyeT, B NepBy0 04epedb, onTummusauun Tepanum N3J1
W/UIn NOPXEHUs NeBbIX OTLENO0B CepAua, NOCKONbKY PYTUHHOE
HasHa4YeHue J1AT-cneuuduyeckux npenapatoB 3TUM MNaLMeHTam
MOXXET NPUBECTM K yxyaLeHuto [139].

NAT-accounmnpoBanHblii oeHoTMn CCL MOXHO YCTAHOBUTbL NpK
aHanm3e aHaMHeCTUYeCKUX CBELEeHW (LNUTeNbHOCTb CUHAPOMA
Peito 6onee 12 net o nepsbix npu3Hakos JIAT), KNUHUYECKUX
(TeneaHrnakTasuu, TUMUTUPOBAHHOE MOPAXEHUE KOXWU WAN €ero
OTCYTCTBME) U 1aBOPATOPHbIX (TUMNEPYPUKEMUS, HAMYUE aHTU-
LEHTPOMEPHbIX aHTUTEN, OTCYTCTBUE aHTUTEN K TONon3omepase-1)
nokasaresei, CBA3aHHbIX ¢ passutuem JIAI npu CC [270].

Y nauuentos ¢ CGJ runepypukemus Bnsetcs MapKepom mno-
BPEXAEHUS MUKPOCOCYA0B, AEMOHCTPUPYS XOPOLLYIO KOPPEenaLuio

C YPOBHEM KpeaTWHWMHA B CbIBOPOTKE W Mokasatensmu remonu-
HaMmukn [263]. Tunepypukemus ABNAETCA 4acTbiM SBIEHUEM NpU
TKQHEBOW TMUMOKCUW: MOBbILWEHHbIA YPOBEHb MOYEBON KUCNOThbI -
no604HOT0 NPOLYKTA OKUCNEHUS NYPUHOB, NOBBILIAETCS NPU HAPY-
LUEHMN OKUCNNTENBHOrO MeTabonn3ma n 06HapyXuBaeTcs y nauu-
eHTOB C JIAT pasnu4yHon 3TMONOrMK NpU LOKA3aHHON KOPPensauum
¢ ®K no NYHA, cmepTHOCTbIO U AauctaHumein T6MX [264]. JIAT-
cneundnyeckas Tepannus NPUBOANT K 3HAYUTENbHOMY CHUXKEHMIO
YPOBHS MOY€BOW KNCNOTbI B nepudepnyeckoil kposu [22,139].
[Ons peweHns sonpoca o HeobxoaumocT KMOGC npeanoxeHsl
anropuTMbl paHHen amarHoctuku JTAT, accouunposaHHoii ¢ CCJ:
B nccnegosanum PHAROS npepanaraetcs OLeHKa AaHHbIX CKpo-
rpacoun u DLCO: cooTHowweHne OXKES/ DLCO >1,6; DLCO <55%;
pacyeTHoe fasneHue B MK >35 mm pT. cT. [2,265]. B uccneposa-
Hun DETECT ansa naumeHToB ¢ nUMUTMPOBAHHON chopmoit CCLl B
TeYeHne He MeHee 3 J1eT, AMArHOCTMKA OCHOBbLIBANIACh HA OLiEHKE

Tabnuua 8.3. PekomeHpaLuu N0 NIeYeHnto accoLumpoBanHbix dopm JIAT (rpynna ) [9]*
Table 8.3. Recommendations for the treatment of associated forms of PAH (group I) [9]*

Pexomenpaumu

Knacc
pekomeHaaumi

YpoBeHb
[0Ka3aTenbHOCTH

PekoMeHJ0BaHO Y NauneHToB ¢ accouunposanHbiMu hopmamu JIAT (C3CT, peauayanbHas JIAT
nocne KOppekLmn NpocTbIX CUCTEMHO-NEr04YHbIX LIYHTOB) MPUMEHATb TOT XKe anropuT™ NieyeHns,
410 1 y naumeHtos ¢ UIIT, HITAT, JTAT npu npueme nekapcts/ToKCMHOB [2,5,9,22].

PekomeHayeTcs NpUMeEHsSTb CTPATerui0 OLEHKW pucka C Ans oueHkn 3dpdpektusHoctn JIAT-
cneuuuyeckoil Tepanun y naumeHToB accoummposanHoi JIAT [2,5,9,22].

He pekomeHAyeTcs Ha3Ha4YeHWe MMMYHOCYNPECCUBHOM M NPOTUBOBOCMANUTENLHOI Tepanun aas
neyvenus JIAT y naunentos ¢ CCL [129].

He pekomMeHayeTcs pyTUHHOE Ha3HaYeHWe OparibHbIX aHTUKOATYNAHTOB NaLWeHTaMm ¢ accoLmmpo-
BaHHoW JIAT (npm OTCYTCTBUM AONONHUTESNbHBIX NOKasaHuii [139,175,268].

Y naumeHTOoB ¢ MOPTONErOYHON rUNEPTEH3NEN PEKOMEHLYETCA NPUMEHSATL anropuT™ A9 NeYeHns
naumenTos ¢ JIAT (rpynna I), y4ntbiBas TXKecTb 3a60NneBaHns nevenn [2,5,9,22].

Ons nevenus naumentoB ¢ noptoJIl cnedyer paccmoTpeTb HadvanbHyto JIAT-cneunduyeckyto
MOHOTEPaNuI0 ¢ NOCAEAYIOLLM Ha3HAYeHMEM, NPU HEOBX0AMMOCTH, NOCNeA0BaTENbHOM KOMON-
HUPOBAHHOM Tepannii ¢ y4eTOM OCHOBHOrO 3a60/1eBaHNs 11 NOKA3aHWIA K TPAHCNIAHTaLNUKU NeYeHu
[2,178,266].

He pekomeHayetcs HasHa4eHue JTAT-cneynduyeckor Tepanm naumeHTam ¢ nopTansHON runep-
TeH3uel npu nosbiweHn cpefHero 1A n cepaeyHoro Beibpoca npu HopmansHom J1GC [2,178].

Y nauueHToB ¢ ONTUMAbHLIM FeMOAMHAMUYECKNM OTBETOM Ha JTIAM-cneuunduyeckyto Tepanuio
CcneayeT pacCcMOTPeTb BO3MOXHOCTb TPAHCMIAHTaLMKN neyeHn [2,5,22].

He pekomeHAayeTCA NPOBOLMUTL TPAHCMNAHTALMIO NeYeHN naumeHTam ¢ Tskenon noptoSil [5,266].

He pekomeHyeTcsl pyTUHHOE Ha3HAYeHWe OpanbHbIX AaHTUKOArynsHTOB naLueHTam ¢ noptoJl u
JIAT-BUY [2,5,9,22,176].

PekomMeHA0BaHO Ha3Ha4YeHMe BbICOKOAKTUBHOM aHTUPETPOBUPYCHON Tepanuu BCeM nauueHTam ¢
JIAT-BUY pgnsa yny4ywweHus nporHosa [2,267,269].

PekomeHAayeTcs HavyanbHas MoHoTepanus nauuenTam ¢ JTAl, accouumpoBanHom ¢ BUY-nHdekumei
C AanbHENLNM Ha3HaYeHneM, Npu HeobXo0ANMOCTH, NOCNeS0BaTeNbHON KOMOUHNPOBAHHOI Tepa- lla C
MW C Y4€TOM COMYTCTBYHOLLMX 3260NEBAHNIA U MEXIeKapCTBEHHbIX B3aumogelicTeui [2,210].

Y naumento JIBOB//TKTA BO3MOXHO paccmoTpeTb HadHa4YeHue JTAT-cneundnyeckoi Tepanin B
WHAMBNAYAILHOM NOPAZAKE NOA KOHTPONEM KNMHUYECKMX CUMMNTOMOB W NOKa3aTesiel ra3000MeHa, Iib C
Y4UTbIBAS BbICOKMIA PUCK Pa3BUTUS OTeka nérkux [2,5,9,22].

MaumeHTsl ¢ JIBOB/MKIA nomKHbI HA6M10AaTbCS B 3KCNEPTHBIX LIEHTPAX C Y46TOM BbICOKOr0 pUCKa

) . lla C
Pa3BUTUM OTEKa NETKMX NPU HasHa4YeHUM cneLuchuyeckon Tepaniu [5].

PekomeHayeTcs HanpaBneHne nauneHToB ¢ nogo3peHnem Ha JIBOB/JTKIA B LGHTP TPaHCMNAHTO-
NOrNKA AN1S BKIIOYEHNS B INCT OXXMAAHWS TPAHCMNAHTALMN NETKNX UNW KOMMNNEKca CepAaLe-nerkue
[2,5,9,22].

lMpumeyanne: * agantuposao. Note: *adapted
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cooTHoweHuss OXXEJI/DLCO, Hanuyms TeneaHrnakTasum, aHTu-
LeHTPOMepHbIX aHTuTen, ypoBHs NT-proBNP n mo4eBoi Kucro-
Tbl, Y4UTbIBANNCH TaKNe AaHHbIE, KK OTKIOHEHWE 3NIEKTPUYECKON
ocu cepaua snpaso Ha IKI, nnowanb MM 1 CKOPOCTb TPMKYCNN-
LanbHOW peryprutaumm no aaHHbiM IXoKr [142]. OtpuuatensHas
npefckasatefbHas LLEeHHOCTb AaHHOr0 anroputma cocrtasuna 96%.
YyuTbiBas (PUHAHCOBbIE 3aTpaTtbl W HEAOCTYMHOCTb HEKOTOPbIX
WHCTPYMeHTabHbIX MeToA0B (DLCO), cBA3aHHbIE C HE06X0ANMO-
CTb0 €XerofHoro o6cnefoBaHus, BblaeneHune rpynn pucka, 06o-
3HA4YeHHbIX B PEKOMeHAaLmu, NpeacTaBnsaeTcs Haubosee Lenecoo-
6pa3HbIM. I3onuposaHHoe cHkeHne DLCO HabntoaaeTcs Kak npu
JIAT, TaK v ¢ HavanbHbiM W3J1, nokasaHo, YT0 NPOrHOCTUYECKOE
3Ha4eHue JaHHOro MeTofa yCcTynaeT AuarHoctuieckomy [271].

Mpu nposeaeHun O®I y nauynentos ¢ JIAT-C3CT nonoxutesnb-
HbIA TECT BbIABNAETCA MeHee, 4eM B 1% Cyyaes, OLEgHKa Basope-
aktusHocTi npu KMOC y gaHHOW KaTeropum nauneHToB He onpe-
LeNfeT BbIOOp Tepanun B CBA3M C OTCYTCTBUEM [0KA3aTeNIbCTB B
noJib3y [ONrocpoyHON acphekTuBHOCTM BKK y faHHoi kateropuu
naunentos [139]. B 6onblwmnHcTBe cnydaes bKK npumenstoT ans
Tepanuu cuHapoma PeiiHo.

MauuenTsl ¢ C3CT Bkntovanuch B PKI no nayyenuto Beex J1AT-
cneundnydecknx npenapatos (ta6n. 8.3.). HasHadveHue cneu-
ncpuyeckoii Tepanuu 60bHbIM ¢ JTAM-CCJ] no3Bonmno yeenuynTb
TPEX/IETHIO BbDKWBAEMOCTb MauneHToB ¢ 45 [0 56% [139,271].
PKN no w3yyeHnto adppexktsHocT/ 6GesonacHoct JIAT-
cneunduyecKon Tepaniu NCKNOYMTENTLHO B TPYNNe NauneHToB C
JIAT-C3CT [0 HacTOsLLEro BPEMEHN He NPOBOANINCH, Kak n PKIA,
CPaBHUBAOLLINX 3P EKTUBHOCTb pa3nuyHbIx JIAT-cneumdnyeckux
npenapaToB NPy Ha3Ha4yeHWUW B BUAE MOHOTepanuu. MauueHTbl ¢
C3CT B cpaBHeHuu ¢ W 6onee cTapLuero Bo3pacTta, 4acTo UMerT
CKEJIeTHO-MbILLIEYHbIe NMPO6NEMbI U COMYTCTBYIOLLYID NaTOSIOrmMto,
4TO OrpaHy4MBaET BbIMOMHEHNE N UHTEPMPETALUMIO HArpy304HbIX
npo6 [5,9,22,118]. Y nauuentoB ¢ JTAT-C3CT oTmMeyancs MeHbLUiA
npupocT guctaduynu 8 T6MX no cpasHenuto ¢ 60nbHbiMu ¢ UJTT.
Moatomy pesynbTatbl fonrocpoyHbix PK SERAPHIN 1 GRIPHON
[116,207] no oueHKe KOMOUHUPOBAHHON KOHEYHOI TO4KN 3a60re-
BaeMOCTW/CMEPTHOCTU, NPEACTABASAT 0COObIA MHTEPEC B KOrOpTe
naunentos ¢ JIAT-C3CT. CneayeT uMeTb B BUAy HEOAHOPOAHOCTb
rpynnbl naunentoB ¢ JIAM-C3CT B PKI. TeyeHue 3aboreBaHus,
nopakeHue NErkux n cepaua, gopmuposanue J1BOb, conyTcTsy-
toLas Tepanus U OCNOXHEHW MOTYT CYLLECTBEHHO pasnnyaTbes
MeX[y NauneHTaMi C CUCTEMHOII KpacHon BonyaHkorn, GCL n apy-
rumun C3CT. B 6onblunHcTe PKI natonorus nérknx ncknvanach
Ha 0CHOBAHMM [aHHbIX NCCNEA0BAHNA DYHKLNN BHELLUHErO AblXa-
HWS, TOrAa Kak BbinosHeHne KT opraHoB rpyaHON KNeTku Tpedy-
eTcsa Ans BbiABNEHUs PUOP03a/amcn3emMbl NErkux. Y nalneHToB ¢
C3CT 4acto nopaxatoTcs NeBble OTAENbI CepALa, 4TO 3HAYUTESNIbHO
yXyALlaeT npor1o3 y naumeHtos ¢ JII npu C3CT [2,139,256,257].

Bbi6op JIAT-cneuuduyeckux npenapatoB onpenensieTcs Ha oc-
HOBAHUN pUCKA MEXNEKAPCTBEHHbIX B3aMMOMEACTBUIA, Hanuyus
NopaXxKeHus neyeHu (6unuapHbIn LMPPO3 neveHn) u novek. lMpu-
MeHeHWe CTapToBON KOMOGMHUPOBAHHOM 1 nocnegoBatensHoin J1A -
cneuuduyeckon Tepanum npu JIAT-C3CT npoaemoHCTprUpoBano
NonoXuTenbHble adeKTbl, Kak 1 y naunentos ¢ WM, B oTHOLIE-
HWU YMEHbLUIEHUS PUCKOB HEBNAronpUATHbLIX COObITUIA [2,139,217].

8.1.3. llopTonéroyHaa runepTeH3ns

Y 2-6% nauneHToB C NOPTanbHON rMMNepTeH3nen npu Hanuyum/
OTCYTCTBUM NMOPAXeHUs neveHn passusaetca noptoSll (rpynna l),
KOTOpYO cnegyeT AnddepeHunposarb ¢ renatonyibMOHabHbIM
cuHgpomoM. MocnefHuii pa3BmBaeTcs npu 3a60/1eBaHNAX NeYeHHu,
BPOXAEHHbIX MOPTO-CUCTEMHBIX LUYHTAX U CONPOBOXAAETCA Anna-
TalUWen coCyoB NErkux B OTBET HA TMMNOKCEMUIO NPWU HOpPManb-

Hom JICC [4,114,178]. 'enatonynbMOHaNbHbLIA CUHAPOM MOXET
npefLlecTBOBaTb MW Pa3BMUBATLCA OLHOBPEMEHHO ¢ nopToJIl
[10,266]. TpaHcTopakanbHaa IXoKI fBnseTc MeTOA0M BbiGopa
npu Noao3peHnn Ha J1I; peKOMeHAYeTCs B Ka4eCTBE NHCTPYMEHTA
CKPUHUHIA Y NALMEHTOB, OXWAIOLLMX TPAHCMNAHTALMIO MEYeHM
(Tabn. 8.2.) [2].

CnenyeT y4uTbIBATb, YTO NauUMeHTbl ¢ mopTolll He BKMMOYa-
nnce B PKW no oueHke adpdpektuBHocTi/ 6e3onacHocTn J1AT-
cneundpuyeckon Tepanun (tabn. 8.3.). Maumentam c¢ noptolll
Haubonee 4acto HasHavawtcsd W®O3-5. B HeKOHTponupyemom
uccnegosadun npu KOG y naumentoB ¢ noptolll oTme4anoch
cHkeHue JICC v cp/1A yepe3 3 roaa neyeHus, 4To y OJHOM0 U3
11 nauMeHTOB NO3BOMIMNO YCMELUHO BbIMONHUTE TPAHCMIAHTALMIO
neyeHu [266,273]. Mpn yMepeHHbIX/ TXKeNbIX HAPYLIEHUAX (OYHK-
LMK NeYeHn peKkoMeHyeTcs n3beratb Ha3Ha4eHNs renatoToOKCKY-
HbIX NpenapaTos, B YacTHocT APJ [274]. B nnaue60-KOHTpOK-
pyemom PKW PORTICO y nauneHTtoB ¢ noptolll (56% naumeHTOB
C aJIKOrOJIbHbIM LMPPO30M neyeHn, 41% — BUPYCHbIM renatutom
C) 12-HepenbHas Tepanus MauUTeHTaHOM NpUBOAMAA K OCTOBEP-
HoMy cHukeHuto JICC u cpJ1A, nosbiweHuto CU npwu oTcyTCTBUK
CYLLECTBEHHOW AuHamMuKu ®K 1 cny4aeB KNUHUYECKU 3HAYUMOTO
NOBbILLIEHUS YPOBHS TpaHcamuHas [192].

[laHHble 0 NPUMEHEHUN MHrANALMOHHbLIX NPOCTAHOMOB Orpa-
HUYEHbI eAMHUYHBIMU KNUHUYECKUMI CRyYasmi. Hanuyue Tpom-
6OLNTONEHUM 1 BbICOKOIO PUCKA reMopparnyecknx 0CNOXHEHUN
Tpe6yeT 0CTOPOXHOCTY NMPUMEHEHNS 3TOW rPynnbl Npenaparos. B
PKW PATENT-1 11 naumeHntoB ¢ noptolll nonyy4anu Tepannio puo-
uuryatom 2,5 mr 3 pasa B [ieHb, 0[HaKO aHann3a apdeKTMBHOCTH/
6€30MacHOCTK JIe4eHUs B 3TOM NOArpynne He nposogunocs [199].
[laHHble 0 npumeHeHun aroHucta peuentopos ML cenekcunara y
nauueHToB ¢ noptolll noka oTCYTCTBYHOT.

TpaHcnnaHTaumuio neveHn crneayert paccMarpusarb B WHAMBMAY-
aNbHOM mopsagke y nauueHTos ¢ noptolll, gocturatoLwmx 611M3Kon
K HopmanbHoii BennyuHe JICC [2,178,266].

PazBuTtue JTAI conpsikeHO C BbICOKAM PUCKOM CMEPTHOCTU Y nau-
€HTOB MOC/Ie TPAHCMAHTALMN NEYeHU MO NPUYUHE TSHKENON NeYeHoY-
Hon natonoruu: npu cp4JTA >50 mm pt. cT. oTMedanack 100% nepuo-
nepaunoHHas cMepTHOCTb, Npu cp 1A 35-50 mm pt. ¢T. 1 JICC >3 E[1
Byna - 50% [2,5,22]. MexayHapoJHoe 06LLEeCTBO TPAHCMIAHTONIOr0B
B Ka4yecTBe abCOJTIOTHbIX MPOTUBOMOKA3AHWA K TPAHCMMAHTaLuUK ne-
YeHU NPEANIOXNUN0 reMOMHAMUYECKIE KPUTEPUM, KOTOPbIE HYX.a-
t0TCA B AanbHenwen sanupauun: cpdi1A >35 mm pt. cT. 1 JICC >5
E[l Byna y nauneHToB, nony4atowux JIAr-cneunuyeckyto Tepanuio
[247]. NMocne ycnewHoi TpaHCnnaHTauun peleHne 0 Aeackanauuu
UNKU OTMEHe Tepanuu NPUHUMABTCA Ha UHANBUAYANTbHON OCHOBE [2].

MayneHTbl ¢ nopTolll MMElOT BLICOKWIA PUCK KPOBOTEYEHWUS,
BCMEACTBME HAPYLUIEHHOTO CUHTE3a (DAKTOPOB CBEPTLIBAHUA U
HEKOHTPOSIMPYEMOI TUNoKoarynauumu Ha hoHe npuema aHTuKoa-
rYNSHTOB, HaM4YMEM BapMKO3HO PACLUMPEHHbIX BEH MULLEBOAA U
remMoppounganbHbix BeH [4,10,22,178]. AHTUKOArynsHTHas Tepanus
MOXET 00CYXXAATbCA MPU HANIMYMN XKU3HEYTPOXKAIOLLNX COCTOSHM-
X, Hanpumep, octpon TASA [2].

8.1.4. Jléroynas aprepuanbHas runepreH3ns,

accoynnposarHas ¢ BUY-nnghexynei

MpuMeHeHMe BbICOKOAKTUBHON aHTUPETPOBUPYCHOM Tepanuu 1
JOCTUXKEHNS B NIEHEHNN ONMOPTYHUCTUYECKUX HEDEKLMIA cnoco6-
CTBOBAJIM YBEJINYEHNIO NPOAOSKNTENIbHOCTU XXN3HN NaLUEHTOB C
B4 [2,15,269].

B cnekTpe cepae4yHo-cocyamncTbix 0cnoxxHeHwit JTAT pa3suBaet-
¢ nuwb y 0,5% naumentoB ¢ BUY-nHekumein n aBnsertca He-
3aBNCMMbIM (DAKTOPOM PUCKA CMEPTHOCTW. 32 CHET NPUMEHEHUS
NAT-cneumndmyeckon Tepanun yaanocb YiydWwuTb KNUHUYECKUE
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NCXolbl C AOCTUXKEHWUEM TpexneTHel BbhkuBaemocti 72-84%
[5,9,10]. MaroreHes JIAT-BWY TpebyeT m3yd4eHws: B BOCManu-
TENbHbIX UHUNbTPATAX NETKUX BUPYC HE O06HApYXUBAETCH, YTO
YKa3bIBAeT Ha pofib (PAKTOPOB BOCMANEHMS W POCTA B Ka4ecTBe
TPUITEPOB NIErO4HON COCYANCTON BOME3HN Y NPeLPACTON0KEHHbIX
naunentos BUY [249]. Mpwn JIAT-BY He BbIsiBIIEHO Koppenauum
MEX[y TAXKECTb0 reMOANHAMUYECKUX HAPYLLEHWIA U CTafMen oc-
HOBHOr0 3a00/1€BaHNS UN BbIPAXXEHHOCTBIO UMMYHOLE(ULUTA,
MOTYT BbISIBNIATLCA AONOSHUTENbHbIE (DAKTOPLI pucka JIAT, Takue
Kak 3a60/1eBaHne NeYeHn (XpPOHNHECKNA BUPYCHbINA renatut B unu
C) unu Bo3aericTBne NekapcTs/ TOKCUHOB [2,266,267].

3-3a ero Huskoit pacnpocTtpaneHHoct JIAM npu  BUY-
NHAEKLNM IXOKT-CKPUHUHT CYUTAETCA HepaunoHanbHbIM y 6ec-
CUMNTOMHBIX nauneHToB. IXOKI cneayer NpoBOLUTL Y NALMEHTOB
C He0ObACHUMON OfbILLIKOW Ans BbIABNEHWUA CepAeYHO-COCYau-
CTbIX OCII0XHEHWIA, CBA3AHHbIX ¢ BUY, Takmnx Kak MuokapauT, kap-
anommonarus, J1AT [5,10]. Anroputm guarsoctuku npw JIAT-BUY
cooTBeTCcTBYeT o6Lenpuuatomy. KIMOGC o6s3atenbHa ans noja-
TBEpPXAeHUs npekanunnsapHoro Tuna J1I [2,9,22].

B coBpemeHHbIX peKOMeHAALKAX BbICOKOAKTUBHAS aHTUPETPOBU-
pYCHas Tepanus pekoMeHayeTcs Bcem nauueHTam ¢ BUY BHe 3aBu-
cumocTm oT ypoBHA CD4+ 1 BUpYCHOI Harpy3ku [2,15]. MpumMeHeHne
BbICOKOAKTIBHOI aHTUPETPOBMPYCHOI Tepanuu He Npeaynpexaaet
pa3suTue JTAT 1 He OKa3blBAET BAUSHUS Ha reMOfUHAMUYECKIe na-
pameTpbl. AHanuad 509 cnyyaes JTAI-BIY 3a nepuog 1987-2009rr.
noKasas, YTO BbDKIBAEMOCTb Oblfa BbILLIE Y MALMEHTOB, MOJyYato-
LLMX aHTUPEeTPOBUPYCHYIO Tepanuio (55% npotus 22%, p<0,01), y
nauueHToB, nonyyarwmx Tonbko J1AT-cneundonyeckyto Tepanuio
(76% npotue 32%), Npu COYETaHUU aHTUPETPOBMpYCHOU u JIAT-
cneundnyeckon Tepanun (69% npotus 38%, p<0,01) [267].

MaumeHTsl ¢ JTAT-BIY He Bkntoyanucs B 60nbLunHCTBO PKIU. BKK
He Ha3HAY4atoTCs 3TON KaTeropuu 6ONbHbLIX B CBA3M C OTCYTCTBUEM
Ba30PeaKTMBHOCTU [2,5]. Y6eauTeNbHble [0Ka3aTeNlbcTBa B MOJIb-
3y NpeumyLLecTBa TOro unu uHoro knacca JIAM-cneumuyeckmx
npenaparos y nauneHTos ¢ JIAM-BWY He nonyyeHsl. Lienecoobpas-
HOCTb MCMOJSIb30BAHMS KOMOUHUPOBAHHOI Tepanum 0CHOBLIBAETCS
Ha JaHHbIX PErUCTPOB, MOMYYeHHbIX y naumeHTos ¢ WM [9,39,210].
CneayeT NpuHMMATh BO BHMMAHWE PUCK BOSHWKHOBEHUSI HOBbIX

Tabnuua 8.4. XapakTepHble AUarHoCTUYECKNE NPU3HAKKN Y NALMEHTOB € pasnuyHbiMu hopmamu JII [2]*
Table 8.4. Characteristic diagnostic signs in patients with various forms of PH [2]*

PesynbTatbl/
NpU3HaKu

pynna 1

InarHocTuyeckuii metop (TAN)

MauneHTbl pasHbix
BO3PACTHbIX
rpynn, Ho
NPeuMyLLECTBEHHO
MONOAbIE YEHLLNHbI.
KnuHnyeckas
KapTuHa 3aBuUcUT
0T Hanm4ns
aCCOLMMPOBAHHbIX
3a60neBaHuUmn/
COCTOSIHUNIA U
(heHoTUNA

KnnHnyeckue
NPU3HaKK

KnnHnyeckune
NposiBNEHNS

Heuyacro, 3a
NCKNIOYEHUEM
COCTOSIHUNA C
HU3Koi DLCO nnu
BEHOAPTEPUaNbHbIM
LLYHTOM

[ToTpe6HOCTL B
Kucnopoge npu
TUMOKCEMUN

1 pasmepa
MI/MK/A.
AuddoysHoe
obefHeHMne
nepugepnyeckoro
COCYANCTOr0 PUCYHKa

PeHTrenorpacus
OpraHoB rpyaHoi
KNeTKu
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pynna 2

(Nr secnepcraue
NaTonorum NeBbix
0TENOB CEpALa)

[penmyLLecTBEHHO
NaLMeHTbI
NOXWII0ro BO3paca,
npeoobnafaHue
)KEHCKOro nona

npu CHc®B.
AHamHe3
3a6oneBaHus n

KNHM4YeCkKne faHHbIe,

yKa3blBaloLLne
Ha MJ10C

Heyacto

1 pasmepa JN/TDK.
[pU3HaKK BEHO3HOIO
3acT0A B NIETKUX,
WHTEPCTULMANBHOMO
OTeKa.

CoyeTaHme Npu3HakoB

BEHO3HOW 1
aptepuansHon JT

[pynna 3
(Nr Becnepcraue
3abonesaHni Nérkux)

[TpeumyLLecTBEHHO
nauyeHTbl
MOXWNIOro Bo3pacTa,
npeo6nagaHue
MY>KCKOI0

nona. AHamHe3
3a6051eBaHUsA U
KNUHUYECKME
JlaHHble,
yKa3blBatoLLne

Ha 3a60neBaHmne
nérkux. Yacto
KYpeHue B aHaMHe3e

06bI4HO nMeeTCs;
4acTO BbIPaXXEHHas
rUNOKCEMUs Npu
Tskenoi J1I

[MTpusHakm
MapeHXMMaTo3HOoro
3a60neBaHna NErkux

pynna 4

(Nr secnepcraue
06CTpyKUMHU
NEroYHbIX apTepui)

MauneHTbl pasHoro
BO3pacTa, ¢
OAVHAKOBOM
BCTPEYaeMOCTbIO
Yy NaLWEHTOB
MY>XCKOI0 1
)KEHCKOro rnona.
BT3 B aHamHese
(XTI moxeT
BO3HWKATb 1 Npw
oTcyTcTBuUmM BT3
B aHaMHe3e).
®akTopbl prcka
XTaNr

Heyacro;
BCTPEYaeTcs B
TSKESbIX Cnyyasx ¢
MpeuMyLLeCTBEHHO
ANCTanbHbIMM
MopaXeHnsImMm
NEroYHo apTepum

1 pasmepa
MI/MK/A

| Konuyectea

1 pasmepa
nepudepruyeckux
COCYLI0B, 30HbI
NnoKanbHon
onuremum,
nedhopmanns KopHen
NErKuX, 30HsbI
nHeBMou6po3a
KaK ucxon
MepeHeCceHHbIX
MH(APKTOB J1ErKOro
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Wccneposanue
(PYHKLMN BHELUHEro
ObIXaHWA 1 aHanu3
ra3oBoro cocraBa
apTepuarnbHON KPoBK

Ixokapauorpadus

CumHTMrpadoms nérkmx

KT opranos
TPYLHON KIETKM

KapavonynbMoHanbHbIi

Harpy304HbIil TeCT

(cnnpoBeno3apromeTpus)

Katetepnsaums npasblx

0T/1e/10B CepAua

OTKNIOHEHUs
0T HOPMbI MpK
cnupomeTpui/
ncenenoBaHum
®BM

DLCO

[a30BbIiA
cocTaB
apTepuanbHoi
KpOBK

Pa0

2

PaCo,

[naHapHas —
B/TT O®IKT

B Hopme unmn
He60/bLUINE
OTKJIOHEHUS

HopmasnbHas unm
CHUXeHWe rerkoi/
CpefHelt CcTenexu
(HU3KOE 3Ha4eHue
DLCO npu CCL-NAT,
JIBOB 1 HeKOTOpbIX
theHoTunax W)

HopmanbHoe
NI CHIKEHO

CHMKEHO

Mpu3nakm J1T
(noBbiweHne CLJA,
yBenuyenue MM/THXK),
JuarHoctuka BI1C
(MpocCTble CUCTEMHO-
NEroYHbIe LUYHTbI)

Hopma nnn
COOTBETCTBME
B/ nedbekToB

Mpusnakm J1T
unu J1BOb

YBenuyenue yrna
Haknota VE/VCO,
Huskoe PETCO,,
CO CHIDKEHMEM BO
BpeMs PU3nN4eCcKoi
HarpysKku
OTcyTcTByeT
theHoMeH
Harpy304Hoii
OCLMNNATOPHON
BEHTMAALNY

MpekanunnapHas JIT

lMpumeyanne: * agantuposaxo. Note: *adapted

B Hopme unm
He60sbLUINE
OTKJIOHEHUS

HopmasnbHas unm co
CHWXEHMEM JIerkon/
CPpefHel CTenexu,
0c06€eHHO npu CHc®B

HopmanbHoe
UITN CHIKEHO

06bI4HO B Mpejenax
HOPMbI

Mpu3Haku
naTonorum Nesblx
OTZeNoB CepALa
(CHH®B, CHc®B,
KnanaHHble MopoKK)
n JII (noBbILLEHHOE
COJTA, BO3MOXHO
yBeNn4eHne
pasmepoB MMM/TK)

Hopma unu B/MN
COOTBETCTBUE

lpu3Hakmu naronoruu
NeBbIX OTAEJNI0B
cepaua, 3aCTOMHbIX
N3MEHEHWIA B

MaJioM Kpyre
KpoBoo6patuenus, JI

HebonbLuoe
NOBbILLEHNE
Haknota VE/ VCO,
HopmansHoe PETCO,,
NOBbILLAOLLEECS BO
BpeMs PU3N4eCKOA
HarpysKku

®eHOMEH
Harpy304Hoii
OCLMNINATOPHON
BEHTMAALNY

130nmpoBaHHas
nocTKanunnspHas,
nnéo
KOMOVHWUPOBAHHHas
nocr-/
npekanunnspHas J1I

OTKNOHeHUs oT
HOPMbI, TSXKECTb
KOTOPbIX 3aBUCUT

0T OCHOBHOTO
3a6051eBaHUA NETKNX

4acTo 04eHb HKU3Kan
(<45% 0T JoMmKHOro
3HaveHns)

CHMKEHO

CHMXeHo, B
npefenax Hopmbl
U NOBbILIEHO

MpusHakm NI
(yBenuyenue CIJ1A,
pasmepos [M1/T1K)

Hopma unu B/MN
COOTBETCTBUE

[MTpusHakm
napeHXnMaTo3Horo
3a60/1eBaHNS
nérkux, I

Hebosbluoe
MOBbILLIEHNE
HaknoHa VE/ VGO,
HopmanbHoe
PETCO,, ¢
MOBbILLEHNEM BO
BpeMs hn3M4eCcKoit
HarpysKu

lMpekanunnapxas J1I

B Hopme unm
HebOosbLUNe
OTKJIOHEHUS

HopmasnbHas unm co
CHWXEHMEM Jierkon/
CpefHeli cTeneHu

HopmanbHoe
UMW CHKEHO

HopmanbHoe
UMW CHUXKEHO

Mpu3naku J1T
(yennyenue COJIA,
pasmepos [11/T1XK)

HecooTBetcTBue
nedheKToB nepdoysunm
11 BEHTUAALMM

[edexTsl
BHYTPUCOCYAUCTOrO
HanoJIHeHNs,
MO3anyHas
nepysus,
pacLu1peHmne
OPOHXNANbHbIX
apTepuit

Mpusnaku 1T
CunbHbINA HAKIIOH
VE/NCO,

Huskoe PETCO,,

CO CHIDKEHMEM BO
BPEMS (hM3NYECKON
Harpysku
OTcyTcTByeT
theHOMeH
Harpy3o4Houn
OCLMNNATOPHON
BEHTUNALMUM

MpekanunnapHas JIT
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COCTOSIHWI 1 3260M€BaHNIA, KOTOPbIE MOTYT CYLLECTBEHHO U3Me-
HATb KaK TedeHne BUY n JAT, Tak n npoBOANMYH Tepanuio ¢ yye-
TOM MEXNeKapCTBeHHbIX B3anmogeiicTeuin. Passutue XOBJ1 npu
JIAT-BY moXeT cnoco6CcTBOBaTL PA3BUTUIO TnoKcemun [22].

MpumeHeHne HecenekTMBHOrO AP 603eHTaHa B MPOCMEKTNBHOM
OTKpbITOM UccnepoBaHun BREATHE-4 y 16 naunenTos ¢ JIAT-B/Y
yepe3 16 Hedenb Npuoguno K ynydwenuto ®K (BO3) n gucras-
unn B8 TOMX, yBenuyennto GU n cHmxenuio cpdJTA npu xopouen
nepeHocumocTy npenapara [250]. C y4eToM NOTeHUMANLHOrO B3a-
UMOJENCTBUA C aHTUMPETPOBMPYCHbIMKU NpenapatamMu TpebyeTtcs
TLIATENbHbIA TAB0PATOPHBIA MOHUTOPUHT NPU HA3HAYEHUN BO3€EH-
TaHa [2,9,22]. EquHnyHble nauneHTsl ¢ JIAM-BUY Bkntovanucs B
PKW ARIES-1/2, GRIPHON 1 SERAPHIN [22,116,189,207,271,275].

NOO3-5 Hanbornee 4acTo NPUMEHAIOTCA [N JIeYeHUs nauu-
eHTOB ¢ JIAT-BUY, npnBoasaT K ynyyweHno OK n yMeHbLUEHWO
cpJ1A. XoTq npn COBMECTHOM Npueme ¢ MHTMO6UTOpPamMK NpoTeas
YCTaHOBJIEHO MOBbILLIEHNE KOHLIEHTpALUUKN cunpeHadmna B Kposu,
B PYTUHHOM KMUHUYECKOM NPAKTUKE HE OMUCAHO HEXeraTeNbHbIX
ABNEHUA 1 CUCTEMHOM runoToHuu [267]. Mpu JIAT-BWY noka ot-
CYTCTBYIOT AaHHble O NpUMeHeHun ctumynsTtopa plll puouunryara,
a TaKKe KOMOMHWUPOBaHHOI Tepanuu. Cnedyet HasHadatb JIAT-
cneunuyYeckyro MOHOTEpPanuiD Ha (hOHe aHTMPETPOBUPYCHbIX
npenapaTos, B NOCAeAYOLLEM N0 KOHTPOSIeM npoduns 6esonac-
HOCTW PEKOMEHAYETCH MPUHATWE UHAWBWUAYANbHbIX PELIeHUA O
KOMOWHMPOBAHHOM Tepanumn y nauueHTos ¢ JIAI-BMY, He goctur-
LUKMX CTAaTyca HU3KOro pucka [2].

B komnnekcHoi Tepanuu JIAT-BIY opanbHble aHTUKOATYNSHTbI
06bI4HO HE MPUMEHAOTCA B CBA3W C BbICOKUM PUCKOM KPOBOTe-
YeHUA Ha (POHe TPOMOOLMTOMEHWUM W COMYTCTBYHOLLEN Matosio-
ru, a TaKXKe BCIELCTBUE MEXIIeKapCTBEHHbIX B3aUMOAECTBNIA
[3,5,176]. Mpn HanU4NU >XKUSHEYTPOXKAIOLLNX KITUHUYECKNX CUTY-
auuni (octpas T3JTA), BbICOKOM pUCKe TPOMOOTUYECKUX COOBITUI
AHTUKOArynsHTHas Tepanus MoXeT 06CyXAaTbCa B UHANBUIYANb-
HOM MOpPSAAKE.

8.1.5. JIéro4nan BEHOOKK/IO3WOHHAA 60N1e3Hb H

NEeroYHbIA KanunnapHeIi reMaHruomaros

NBOG un JIKTA — pefkne dhopmbl JIT ¢ XapakTepHbIM pemogent-
POBaHWEM BEHYN Manoro Kpyra kposooo6patlesus [2,5,10,16,22].
Bepudhmkaumus auarHosa Hepeako BO3MOXKHA TONTbKO MU BbINO-
HeHUWU aytoncun. MMCTONOrN4ecKoe UCCIeL0BaHNe 0CTaeTcs 30-
NOTbIM CTaHAApTOM AnS NoATBepxaeHus anarHo3a JIBOB/IKIA,
0AHaKO npoBefieHne 61Moncun NErKNX He PEKOMEHAYETCS B CBA3M C
BbICOKMM PUCKOM OCNOXHEHWIA [2,5]. B pe3yribTate NojIHOreHoMm-
HOro reHeTn4eckoro o6cnenosaqua 13 cemeit ¢ JIBOB BbisiBNEHb!
6uannensHble MyTauun B reHe EIF2AK4, yctaHoBNeH ayTocoMm-
HO-PELIeCCMBHBIA TUN HACNeA0BaHUs, 4TO MO3BOMSAET Y NaLWeH-
TOB C CeMeMHbIMK dhopmamu noaTeepanTb AnarHo3 JIBOB/JTKTA
6e3 nposegeHus 6uoncun [2,5,22,143]. Hapsgy ¢ reHetu4eckon
npeapacnonoxeHHocTelo ®P JIBOB/NTKIA 9BnA0TCS NPUMEHEHME
ANKUNNPYIOLLMX LIMTOCTATMKOB, OPraHNYecKUX PacTBOPUTENE u,
BO3MOXHO, ny4yeas Tepanus [22,27]. Mpu C3CT n BUY-uHdexumum
MOXeT Habntogatbcsi mopdponoruyeckuint Tun JIBOB/ JIKI, yto
NPUBOAMT K 0CNOXHEeHUAM JTAT-cneunduyeckoin Tepanum y Takmx
nauneHTos [40,275,276].

Ons anardoctukm JIBOB/NKIA npumeHseTcs coYeTaHune KnnHu-
4ECKMX N PEHTTEHOTIOrMYeCKIUX AaHHbIX, pe3koe CHIKeHue (<50%)
DLCO Ha ¢hoHe OTCYTCTBUS CYLLECTBEHHbIX HAPYLIEHNA MEXaHWNKN
ObIXaHUs 1 NErOYHbIX 06bEMOB, FEHETUHECKOr0 TECTUPOBAHMSA ANs
noareepxneHns JIAI ¢ BOBIEYEHUEM NETOYHbIX BEHYN/ Kanuins-
poB [3,5,93]. PentreHorpadms nérkmux no3BONIAET BbISBUTb JINHUN
Kepnu, yBenunyeHune numdatn4eckix y3nos CpeaoCcTeHNs U UHTep-
CTULMANbHYIO MHAUIBTPALWIO B AOMOMHEHWE K APYrUM NPU3Ha-
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kam J1 [10]. KT opraHoB rpyaHoi KneTku BseTcs 0CHOBHbIM Me-
TOIOM HEeWHBa3MBHOW guarHoctuku JIBOB, BbisBNAOLWMUM TpramLy
XapaKTEePHbIX NPU3HAKOB: LEEHTPONOBYNAPHbIA CUMNTOM «MaTOBO-
ro CTeKNa», yTONLIeHe MeXA0/bKOBbIX NePeropofoK yBennieHme
NMMATUYECKNX Y3N0B CPEAOCTEHMS [2,5,277].

JIBOB/NIKI'A MOXeT COMnpoBOXAATbCA albBEONIAPHBIMU KPOBO-
TEYEHNAMM, N0ITOMY B 6POHX0ANTbBEOSIAPHOM 1aBaXKe 4aCTO Npu-
CYTCTBYET BbICOKWUI MpoLeHT cuaepodaros [3,4]. HecmoTps Ha
NOKanM3aunio NaToiormyeckoro NpoLecca B NEro4HbIX BEHynax u
kanunnapax, A3J1A y naumeHToB 4acTo 6bIBaeT HUXe 15 MM pT. CT.
[TpoBeaeHNe Ba30PEaKTMBHOMO TecTa Mpu noAo3peHun Ha JIBOb
He PeKOMEeHAYeTCs B CBA3W C PUCKOM OTeKa NErkux. Mpn HasHave-
HUKM anutenbHoi JTAT-cneumuyeckon Tepanu cnemyert y4uTbl-
BATb BbICOKYH BEPOATHOCTb PA3BUTUA OTeKa NErKux [22].

8.2.Tpynna | — JII BcnepcTBue naTonoruu

neBbIX OTAENOB cepaua

JIT BCNeACTBME NATONOrM 1eBbIX OTAENOB cepaua (rpynna ll) —
Hanbosee Yactas dopma JIT (oo 80% Bcex cnyyaes) [2,18], pas-
BMBAKOLLAACH 3@ CYET NOBbIEHNS AasneHue B J1M n HapyweHus
0TTOKA U3 NEroYHbiX BeH. [asneHne B JIM MoXeT yBenn4usatb-
€Sl O[HOBPEMEHHO C AaBneHuem HanonHeHnus JIK npu XCH co
CHWKEHHOI unn coxpaHHoi ®B JIK, npn nopokax MUTPanbHOro
(4awe MUTPaNbHOM CTEHO3E) WIW a0pTanbHOro KnanaHos, npw
BPOX[EHHOI/ NPMOOBPETEHHON 0BCTPYKLIMM NyTeid NPUTOKA/0TTOKA
NeBbIX KamMep CepALa, KapanoMuonatuax; peakumm npudmHamm Jir
BCIELCTBME NATONOrUM NEBbIX OTAEN0B CepALa CryXar CTEeHO3bl
NEroYHbIX BeH (BPOXAEHHbIE MNU MPMOBPETEHHbIE — nocse no-
BTOPHbIX PAAMOYACTOTHBIX a6faunili YyCTbeB NErOYHbIX BEH Y na-
LIMeHTOB C chubpunnauueii npeacepanii) [17,18,30,278-280,291].

JIT rpynnbl Il ABNSeTCA NOCTKANWUANAPHONA W XapakTepuayercs
cpegHum OJ1A >20 mm prt. cT. npu O3J1A (cypporat cpeaHero aas-
nexna B JIM) >15 mm pt. cT. B Havane 3a6onesaHns MMeeT MecTo
130NMPOBaHHAA nocTkanunnspHas J1I, BO3HMKaOLLAs BCeLCTBME
NpPOCTOil NACCUBHO Nepesayn AaBneHNs U3 NErovHbIX BEH B NEroy-
Hyt0 apTeputo npu HopmanbHoM J1CC (<2 EJl Byga); mopdonoruye-
CKune nameHeHns cocynos MKK npu aToM 0rpaHu41BaroTCA NocTKa-
NUANSPHBIM PYCIIOM (PacLUMPEHNe U YTOSLLEHNE CTEHOK NEr0YHbIX
BeH). B cnyyae AnuTenbHOro CyLeCTBOBAHWUS M30JIMPOBAHHON
noctkanunnspHoii JIIM npucoeanHAeTcs peMoaennupoBaHne npeka-
NUANSPHbIX COCyAoB (apTepuon) ¢ nosbiwenuem JICC >2 El Byna
1 opMMpoBaHMEM KOMOGUHUPOBAHHOM NOCT- U NPeKanuanapHoi
JIT; nocnegHss MOXET NPUBOAMTL K 3HA4MMON neperpyske MK un
X CH [2,5,9,17,18,291]. Mosbiwenune JICC >5 El Byna ceupe-
TeJIbCTBYET O BbIPAXKEHHOM «MPeKanuasipHOM KOMMNOHEHTE» U CO-
NPSHKEHO C YXYALUEHWEM NPOrHO3a XMPYPruyecknx BMeLLaTeNnbCTs
(Koppekuns KnanaHHbIX MOPOKOB, TPAHCMMAHTaLMsA Ceppua, um-
nnaHTaumMs ycTPOWCTB BCMOMOraTeNlbHOr0 KpOBOOOPALLEHUS) W
TpebyeT BHUMaHMA cneyuanucTos B o6nactu NI [2].

X0Ta B COOTBETCTBUU C O6LLENPUHATLIMU NPESCTAaBIEHUAMMU O
natorexese J1I BCrefcTBME NaToNorumu NeBbIX OTAENOB cepaua u
npegnonaraeTcd, YT0 KOMOMHMPOBAHHAA MOCT/NpekanuansapHas
(hopma pasBuBaeTCH CO BPeMEHeM Ha (DOHe M30/IMPOBAHHOM, B
nocnefHee Bpems NoABUANCH JaHHbIE, YKa3bIBAOLLME HA BO3MOX-
HOCTb FEHETMYeCcKO NpeapacnonoXeHHOCTM K (DOPMUPOBAHNIO
«NpeKanunnsgpHoro» KOMNOHeHTa noctkanunnapHon J [281].

Han6onee 4actomn »xano6oi y naumentos ¢ JII rpynnbl |, kak
u npw gpyrux copmax JI, aBnserca ofbiika npu uU3n4ecKoi
Harpyske. [nsg noctkanunnapHon J1T xapakTepHo Hanu4ue B aHam-
HEe3€ 3N130408 OPTOMHO3 U MPUCTYNOB NAPOKCU3MaNbHON HOYHO
OAbILIKN, YTO CBA3AHO C YCYry6reHMem 3acTOMHbIX SIBIIEHUA B
MaJioM Kpyre KpoBOOOpaLLeHUs Npu YBESIMYEHUN BEHO3HOIO BO3-
BpaTa B MonoxeHunu nexa [290].
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OndbepeHunansHo-amardoctuyeckue npusaku JII rpynnoi |l
npeacTaBneHbl B Tabnuue 8.4. MaumeHTam ¢ BbICOKOI BEPOSATHO-
CTb0 MATONOrM NEBbIX OTAENOB Cephua Kak OCHOBHOM MPUYMHbI
JIT, IM60 Npu Hanu4Uu NaTonorum nesbiX OTAENIOB cephua ¢ Ha-
YanbHOM JII NHBA3MBHAA OLEHKA FEMOANHAMUKN 0ObIYHO He Mo-
ka3aHa. KIMOC npn natonoruu nesbiX OTAENOB Cepla PeKOMEH-
[yetcs B cnegyowmx cnyyasx [2]: 1) npu nogospeHun Ha JIAT
unn XTIJIT; 2) Korpa npegnonaraetcs KOMOGMHMPOBaHHas noct/
npekanunasapHon JII ¢ BbIp@XEHHbIM MpeKanunasapHbIM KOMMO-
HEHTOM, a MOMYYeHHasn NPU KaTeTepusauunm NHOpPMaLMS MOXET
ObITb MONE3HA 4N ANArHOCTMKM W BbIOOPA TaKTUKU NeYeHus; 3)
Npu NOAroTOBKE K TPAHCNNaHTaLUUW cepaua y nauneHToB ¢ TSXe-
now CH (ta6n. 8.5.).

Mpwn nposeaerumn KIMOGC ¢ uenbo anddepeHunanbHoro anarto-
3a MexXmy npe- u nocrtkanunnapHon gopmamu JII cnegyet nom-
HUTb 0 HEOOXOAUMOCTI OTMEHbI MOYErOHHbIX NPEenapaToB nepem
NccnefoBaHNEM, O BO3MOXHOCTW NPOBeAeHNs Npobbl C BOJHOW
Harpyskom B cry4ae norpaHuyHbix senuyud 437A (13-15 mm prT.
CT.), 0OCOGEHHO Y MOJSyYaBLUNX AUYPETUKM NALMEHTOB, NIM60 npu
Hanu4uu OP nEroYHon runepTeH3nn BCIeACTBUE NaTONorun ne-
BbIX 0TAeN0B cepAua [2,17,30]. Ecnn nonyyeHHas sennyuna O3/1A
> [IAJTA, 04eBNAHO MUMeNa MeCTo MeTOANYecKas oLnbKa npm us-
mepeHuu O3J1A. B nofo6HON cUTYyaLnM PEKOMEHAYETCS OLEHUTb
KOO JTXK [280].

[TockonbKy andpcpepeHumanbHbIii anarHo3 mexay Tsxenon J1I
y 60nbHbIX ¢ CHC®B n W ¢ KOMOPOUOHOCTBIO MOXET npej-
CTaBNATb 60NbLUNE TPYAHOCTU, NALNEHTOB C HEACHBIM AUArHO30M,
0C06EHHO C mpeobnagatoLM NpeKanuanspHbIM KOMMNOHEHTOM

Nr (JicC >5 Ef Bypa), cnenyet HanpasnaTh B 3KCMNEPTHbIA LEHTP
JII ans yTO4HeHUs AUarHo3a v HasHa4yeHus Tepanuu. Mpu amarHo-
ctuke JII BCReACTBME NATONOMAM NEBbIX OTAENOB CepALa BaXHO
Y4UTbIBATL KNNHUYeCKMe, IXOKT v fpyrue npusHakn 3a6onesaHuns,
yKa3aHHble B Tabnuue 8.6.

Jleyenue JII' BCreacTBWMe MaTofnoruy NeBbIX OTAENOB CepAaua
CTPOMUTCA HA ONTUMU3ALMW Tepanum OCHOBHOrO 3ab0/eBaHus
[2,9,18,281,291]. OpmHako nporpeccupyroLias npaBoXenyaoy-
KoBas AMUCHYHKUMA, KaK CamOCTOATENbHbIA (PaKToOp YXYALUeHUs
nporHosa [292], nenaet nofaepxaHne yHKLMN NpaBbiX OTAEN0B
CepALa BXHOW CTpaTernyeckon safadeli [2]. HecmoTps Ha 1o, 4TO
npu JII BCNeacTBME NATONOrWN JIEBbIX OTAENOB CepALa UMeeTcs
nopakeHne NEroYHOro COCYAMCTOr0 SHAOTENNA C MOBbILIEHUEM
ypoBHa 3T-1 u HapyweHnem NO-3aBMcMMON NEr0YHOI Ba3oaN-
natauuu [10], faHHbIe O NPUMEHEHUN CreundUu4ecknx NéroYHbIX
Ba30/[1/1aTaTOPOB OrPaHWUYeHbl U NPOTUBOPEYNBLI: NPU MOMOXKN-
TeJIbHOM pe3yfbTaTe HeGOMbLLIOr0 Y1cia KpaTKOCPOUHbIX U ManbIX
no MOLYHOCTK uccnepoBannii [293-295] 6onbluas Yactb PKU He
noareepauna ux 3eKTUBHOCTM U JaXe NPOLEMOHCTPUpOBana
noTeHynansHeli Bped. Paccmotpum PKIU npu J1I BCneacTeue naro-
Noruu nesblX OTAENOB cepAaua, B An3anH Kotopblx Bxoguna KMNoG
(nossonstoLias noareepants Hanuyue JII u gudpdhepeHymnposars
M30NNPOBAHHYIO U KOMOWMHUPOBAHHYO NocTKanunnapxyto Jr).

MauwvenTsl ¢ CH ¢ coxparHoi gpakymedi Boiopoca JIK (CHe®B)
HYXAAITCA B ONTUMWU3ALMW NEYeHUs OCHOBHOMO 3a6051eBaHUS B
COOTBETCTBMM C pekoMeHAaunamm [2,81,281]. CHU3NUTL HanonHe-
HIe N1eBbIX 0TAEN0B CepALa 1 YNyyLLUTb NEero4Hyt0 reMoANHaMUKY
B M3BECTHON Mepe NO3BOMAIT ANYPeTUYecKas Tepanis, KOHTPOsb

Tabnuua 8.5. PekomeHpaawuu no guarHocTuke 1 nevenunto nauventos ¢ JII rpynnoi I [9]*
Table 8.5. Recommendations for the diagnosis and treatment of patients with PH group Il [9]*

PekomeHnpauus

YpoBeHb
[I0Ka3aTenbHOCTH

Knacc pekomeHpaumii

Y 6onbHbIX JII ¢ naronornen NesbiX OTAENIOB Cepaua PeKOMEeHAYeTCs WUCKIYaTbh
COMYTCTBYIOLLYIO NATONOMAI0 B Ka4eCcTBE BO3IMOXHON npuynubl JIT (XOBJ1, cuHapom
06CTPYKTUBHOrO anHo3 cHa, XTIJI) [2,9,30].

MMauureHTam ¢ 3a60/1eBaHMAMN NEBbIX OTAEN0B CEP/ALA PEKOMEH/YETCS ONTUMU3NPOBATD
Tepanuio 0CHOBHOO 3a60/eBaHmnsa nepeg oueHkoi J1T [2,9,22,281].

Mpu nomospeHun Ha JII y naumeHToB C 3a60/eBaHUAMU NEBbIX OTAENOB Cephua
pekomeHgyetcs KMOC, ecnu 370 Lenecoo6pasHo Ans ONpefeneHus crpaterum
nevenus [2,17,22].

bonbHbIx ¢ JTT BCeacTBme NaTonorum neBbix OTAEN0B cepaua npu Hanuyum tskenon Jr
W/unu BbIpXXEHHOM AncyHKLMM MK no gaHHbIM IXOKI peKOMeHAYeTCs HanpaenaTh
B 3KCNepTHble LeHTpbl no npobneme JI [2,5,9,17,22,30].

MMauneHTam C TAXKENOW TPUKYCNUAANBHOW peryprutauueil Ha ¢poHe natosorum
NeBbIX OTAENOB CepAua nepej KOppekuuein KnanaHHOW natoniorum pekoMeHayertcs
nposegeHue KNOG [2,22,282].

PekomeHayeTca TwlaTeNbHOE HabMOAeHNe 3a naumeHTamu ¢ J1II 1 MHOXECTBEHHbIMU
(hakTopamy pucka naTtonoruu NesbiX OTAESIOB CepAaua, UMEKLMKU HOopMarnbHoe
[3J1A B nokoe, HO natonornyeckuin oteeT [O3JT1A Ha PU3NYECKYHD UK BOMEMINYECKYHO
Harpysky n nonydatowmmm JIAr-cneuudomyeckyto Tepanuio [2,22].

Y naumentos ¢ JI, norpaHnyHbiM O3J1A (13-15 mMm pT. cT.) 1 npusHakamm CHc®B
MOrYT 6bITb PACCMOTPEHbI JOMONTHUTENbHbIE TECTbI C (DU3NHECKON UMK BONEMUYECKON
Harpy3Kom 4ns BblfBieHMs noctkanunnapHoii J1T [2,22,283,284].

[Tpwu JII BCNeacTBMe naTonorny NesbIx 0TAeN0B cepaua J1Ar-cneunduyeckas Tepanus
He pekomeHayetcsa [2].

[auyneHtam ¢ KOMOMHMPOBAHHOW  nocTKanumnspHol JII ¢ BbIP@XEHHbIM
npekanuansapHeiM kKomnoHeHTom (J1GC >5 E[l Byna) pekomeHAyeTcs WHAMBUAYANbHbINA
NOAXOA K NeYeHunto [2].

lMpumeyanune: * agantuposaxo. Note: *adapted
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ALl n, N0 HEKOTOPbIM [aHHbIM, UMMAHTAUUA B MeXNpeacepm-
HYI0 Meperopofky YCTPOWCTB [/ apTepuMoBEHO3HOro cépoca
[2,81,281,296].

B ogHoueHTOBOM nnauebo-kKoHTponupyemom PKI Guazzi u co-
aBT., 2011 r. y nauneHToB C NPeuMyLLECTBEHHO KOMOUHMPOBAHHOM
noctkanunnapHon J1I npu CHc®B U®3-5 cunpeHadpun ynyyiian
reMofuHamMuky, yHkLmio MK 1 Ka4ecTBo Xn3Hu [2,297]. NO3-
5 nokKasanu ynyylleHue nepeHocUMOCTU (PU3NHECKON HarpysKku,
®K 1 BNP (npw 60nbLueii 4yacToTe 0TMeHbI U3-3a HA) y 226 naum-
EHTOB C KOMOUHMPOBaHHOM nocTkanunnspHon JIM npu CHc®B u3
peructpa COMPERA [298]. lMpu 3TOoM B 04HOLEHTOBOM nnaue6o-
KoHTponupyemom PKI Hoendermis u coast., 2015 npu CHc®B un
NPenMyLLEeCTBEHHO U30NMPOBaHHOI nocTKanunnapHoml JII cunpe-
Hadu He NpoAeMOoHCTPUpoBan agpdextusHocTh [299].

B MynbTULIEHTPOBLIX NNaLe60-KoHTponupyemsix PKIA Koller n co-
aBT., 2017 r. (nauneHTbl ¢ CHc®B) n MELODY, 2018 r. (naumeHTbl ¢
KOMGUHMPOBAHHOW nocTkanunnapHoii JIT npu CHc®B) AP3 603eH-
TaH W MaUUTEHTaH He nokasanu 3 eKTUBHOCTW, NPUBESS K 60/b-
Lwemy 4mcny HA (B 4acTHOCTHW, K 3afepXKe xuakocTu) [285,286].

B mynbTuueHTpoBOM nnaue60o-koHTponupyemom PKU 1Ib dhasbl
DYNAMIC, 2022 y naunentos ¢ CHC®B (4acTb — C M30IMPOBAHHON,
4acTb — C KOMOUHMPOBAHHOW nocTkanunnapHoi J1T) ctumynatop
PACTBOPUMOIA ryaHWNATLMKNIA3bl puoLmMryatr npogeMoHCTpUpoBan
yeenuyexne GB (mepBuyHas KoHe4Has Touka), cHuxeHue JICC n

TPAHCMYNbMOHANIbHOIO TPAfMEHTa NPU OTCYTCTBUW BAWAHUS HA
@K, ancradumto B T6MX, NT-proBNP n ka4ectso xu3Hu [300].

lMauneHTbl ¢ cepaeqHoi HeoCcTaToOYHOCTbIO M HU3KOW ghpaKkLm-
el Boibpoca (CHH®B) HyXAaTCA B ONTUMU3ALUN MeANKAMEH-
TO3HOIO JIE4EHNS1 OCHOBHOIO 3a60/1eBaHNS U, MO NOKAa3aHUAM — B
VMMAAHTALNN PECUHXPOHUSNPYIOLLMX M YCTPOMCTB BCNOMOraTesib-
HOro KpoBooo6palleHns [2,81,281,301].

B nnaue60o-koHTponupyemom PKI Ilb chasel LEPHT, 2013 r. npu
CHH®B u JI (nauneHTbl ¢ M30IMPOBAHHON U KOMOGMHNPOBAHHO
noctkanunnapHoi JII He aHanM3MpoBanuch OTAENbHO) CTUMYNA-
Top pll, puouuryar npoaemMOHCTPUPOBAN OTCYTCTBUE AMHAMUKN
cpLJ1A (nepBu4Haa KOHEYHas TOYKA) HA POHE YNYHLLIEHUS HeKo-
TOPbIX APYrMX reMOMHAMUYECKMX MOKA3ATEsIEN U XOPOLLEN nepe-
Hocumoctu [302].

Mpu nepBuYHON (NPUOGPETEHHON U BPOXIEHHOW) NaToNoOrnu
KnanaHoB cepaua XMpypruyeckas Ui MHTepPBEHLMOHHAs KOppekK-
LM B 60NbLUNHCTBE Cly4yaeB No3BonseT ycrpauuts JII, 3Ha4nmas
Xe pesuayanbHas J1I nocne onepaTuBHOro SIe4eHNs CONpsXeHa ¢
yXyaLeHnem nporHosa [2,22,303,304].

BropuyHas MuTpanbHas HeJoCTaTOMHOCTb MOXET YCyrybnsrb
JIT npy CHH®B 1 CHC®B. YMeHbLLEHWe CTENeHN MUTPanbHOM He-
[0CTaTO4HOCTL Y naumneHToB ¢ CHH®B camo no cebe urpaer peLua-
IOLLY0 pOfb, NPUBOASA K CHKeHno cpJ1A, A3J1A 1 noBbILLEHNO
CIN [305,306].

Tabnuua 8.6. BepostHocTb Hanuuua JII npu naTonoruu NeBbIxX OTAEN0B cepaua [2]*
Table 8.6. Probability of the presence of PH in pathology of the left heart [2]*

[laHHble ManoseposTHo
Bospact <60 nert
Oxupenue, AT, aucnunuaemus,

HapyLLEHNe TONEPaHTHOCTY K OTCYTCTBYHOT
rNI0K036/ CaxapHblid guabeTt

Hanuymne 3abonesaHui Her

NeBbIX OTAEN0B cepaLa

BmeluatenbcTea Ha -

cepLe B aHamHese

®Gubpunnauus npeacepani OTCYTCTBYET

nepcucTUpyoLLas
CTpYKTYpHbIe 3200/1eBaHNA cepaua  HeT
B HOPME WAN NPU3HaKK

lMpomexyToyHas BEpoATHOCTL  BeposiTHo
60-70 net >70 net
1-2 >2
Aa Aa
HeT na
napokcu3malibHasa I'IOCTOFIHHaFI/I'IepCI/ICTI/IpyFOLLlaFI
HeT MPUCYTCTBYIOT

ymepeHHas [TIHK BJTHAT nnu TTHK

— nunaraums JM
— MHAeKc 06béma J1I >34 mn/m?
—TTK

— otcyTcTBuMe aunatauum JM
— HavasbHas guacronnyeckas

o neperpysku MK
— oTcyTcTBME Aunarauum S
oKt —E/e’ <13
— Bbicokuii VE/VGO,
CBaM — OTCYTCTBYET DEHOMEH
Harpy3o4Hoit OCLMNNATOPHOI
BEHTUNALMN
MPT cepaua — OTCYTCTBME MATONOMAN

JIEBbLIX OT/IEN10B cepAaLa

ANCYHKLMA MUOKapaa
JDK (HapyLueHue
paccnabneHns muokapaa)

— noBblWweHHbIA VE/VGO,
— (DEHOMEH Harpy304HOM
OCLMNNATOPHON BEHTUNIALNM

— BbIP@XEHHbIE HAPYLUEHUS
ANacTONIMYECKOW PYHKLMM
JDK (pecTpuKTUBHbIA TUN
TPAHCMMUTPATbHOr0 NOTOKA)

— YMEPEHHO MOBbILIEHHbIN
VENCO,

— (DEHOMEH Harpy304Hol
OCLMNNIATOPHON BEHTUNSALMN

—[TK
— aunataumsa JIM (aedopmaums
unu oTHoLeHue JIN/MMT >1)

lMpumeyanne: * agantuposaro. bIITII — 6710kafa npaBovi Hoxku ny4ka luca, [TIXK — runeptpocghus nesoro xenyo4xa, Jill — nesoe

npegcepane, MK — npaBbii XenyH04ex.

Note: *adapted. RBBB — right bundle branch block, LVH — hypertrophy of the left ventricle, LA — left atrium, RV — right ventricle.

| 62 | EBPA3VIVICKVIVI KAPOWIOSIOMNYECKUV XKYPHAST, 1, 2024



GUIDELINES FOR THE MANAGEMENT |1 2024 EAC GUIDELINES

MHorouenTpoBoe nnaue6o-koHTponupyemoe PKIU SIOVAC BbI-
ABUNO KIMHUYECKOE YXyALleHne Npu npueme cunjeHadguna na-
UueHTamu ¢ peanayanbHoi JII nocne npoTe3UpOBaHNS MAW Na-
CTWKW KNanaHoB CeppLa; BO3MOXHOI NPUHNHOI aBTOPbI CYUTAKOT
HECnoco6HOCTb NeBbIX OTAEN0B CepAua MOXMIbIX NauWeHTOB C
ANUTENbHLIM aHAMHE30M 3a060/1eBaHUSA U COXPAHAOLLEACS B 60Nb-
LUIMHCTBE CNy4aeB UOPUNNALUN Npeacepanin NprucnocodmnTbes K
NOBbILUEHUIO NErOYHOr0 KpOBOTOKA [287]. O4HAKO 60SbHbIE C U30-
NNPOBAHHOI 1 KOMOUHMPOBAHHON nocTkanunnsapHon JII 8 PKI
OTZeSIbHO He aHanNN3NpPoBaNCh.

Pestomupys pesynbTatbl PKW, cnegyer noayYepkHyTb mpoTy-
BOpeyne AaHHbiX 06 adpekTuBHOCTM UDLI-5 y naumeHToB ¢
noctkanunnapHoi JIT npu CHc®B u HeaoCTaToK AaHHbIX 06 adh-
tbektmBHOCTM ND[3-5 y naunMeHTOB C KOMOUHUPOBAHHON MNOCT-
kanunnapHoi JII. HasHnadeHne WOO3-5 npu 130nMPOBAHHON
nocTkanunnapHon u gpyrux dopmax JII scneactene 3abosnesa-
HWil NEBbIX OTAEN0B cepAua (MOMUMO KOMOUHMPOBAHHON MOCTKA-
nunnspHoit npu CHc®B), a Takxe Apyrux rpynn crneunmgmyeckux
NEroYHbIX BA30AMnaTaTopoB no AaHHbIM PKI conpoBoxaanoch
KIUHUYECKUM YXYLLIEHNEM.

8.1.3. [pynna Ill - JII BcnegcTene naronornn

NErKuX u/Man runoxKcemmn

NI yacto Habnopaetcs y nauneHtoB ¢ XOBJT u/mnu amdn3e-
Mon, W3J1, kom6uHaumen néroyHoro uéposa u amu3embl 1
CUHAPOMOM OXWUPEHUS-anbBEOSIAPHON TMNOBEHTUNALMM, OJHAKO
NPy HapyLWeHUsAX ObIXaHUs BO BPEMS CHA BCTPEYAETCS peKko npu
OTCYTCTBUM CONMYTCTBYtOLLEA natonorun — XOBJT unu gHeBHON ru-
nosenTunauum [2,9,31,32]. JI, BbI3BaHHas rmnokcuein, passusa-
etcsa y 0,5% HaceneHus, NPOXNBAIOLLEro Ha BbICOKOropbe (>2500
M), 4TO CBAI3aHO C reorpacdonyecknMm n reHeT4ecKnMmn goaktopa-
mu [43,307,308].

Ha ocHoBaHun remoguHamuyeckoin oueHku J1I rpynnsi Il knac-
CUDULMPYETCA HA HETSKEeNYI WK TSXeNyt opmbl. PaHee T4-
xenas JII yctanasnueanacs npu cpJ1A >35 Mm pT. CT. unu npu
coyeTaHun cpJ1A >25 mm pT. cT. u CU <2,5 n/mun/m? [5,12]. B
HacTosiee Bpems JICC >5 E[l Byma npuaHaHo noporoBbiM 3Hay-
HUeM [N18 NPOrHO3MPOBaHNUA He6NaronpuATHbIX UCxodoB npu JT
y nauuentoB ¢ XOBJ1 n U311 [309]. Passutue tsxxenoi J1I npm
naTonorun NErkux W/unu runokKCeMMWM 4acTo He 3aBUCMT OT MO-
Kasarenein DYHKLMM JbIXaHWA, U KaK NpaBuno, COMPOBOXAAETCS
TUNOKCEMMEN W/WAK TUNEPKaNHUEeR U 3HAYUTENBHBIM CHIDKEHNEM
DLCO (nero4Ho-cocyamcTbliii doeHoTun) [2,31,32]. BaxHO 0TMe-
TUTb, 4TO W HeTsbxenas JII oTpuULATENbHO BAWSIET HA CUMMTOMbI
1 BbDKMBAEMOCTb NMAUMEHTOB M CBA3AHA C YBENUYEHWEM 4aCTOTbI
rocnutanusauui [310-312].

Y NaumeHTOB ¢ 3a6051eBaHMAMU NETKMX CNeayeT UCKYaTb BCe
BO3MOXXHbIE Npu4mHbl pa3sutus J1I (3ab6onesaHns cepaua, nepe-
HeceHHyto TAJTA u gp.) [2,9]. Kputepun auddepeHumanbHoro
anarHosa mexxay rpynnamu JTT 1w lll npeactasneHs! B Tabnuue 8.7.
Mpu nopo3sperun Ha JIT rpynnbl Il cnegyeT yqnTbiBaTh KIMHNUYE-
CKMe NPU3HAKM 1 0COBEHHOCTN TeYeHNs 3a6051eBaHUs (Hanpumep,
ObICTPOE YXYALLEHNE NOCe CTabUIbHOrO MHOMONIETHErO TEYEHNS,
notpe6HocTb B Kucnopoge); ®BM, ouexky DLCO u rasosoro co-
CTaBa apTepuasibHOM KPOBW); Hann4ne BOSMOXHbIX JaKTOPOB pu-
cka JIAT wnu XTIJT; yposeHb NT-proBNP; panHbie 3KI, 3xoKT,
BU3yanuaauum ¢ nomouibto KT ¢ KOHTPacTHbIM YCUNEHUEM WK
CUMHTUIrpadoun NErKMX 1, B 0TAENbHbIX cnyyasx, MPT ans oueHku
HeobxofumocTu nposeseHna KMNOC (ta6n. 8.7.).

CB3AM npumeHseTca Ans OLEHKM AbixaTenbHoit unu CH y nauu-
EHTOB C 3a60JsIeBaHUAMU NIETKMX [2], XOTA JaHHbIE O KIIMHUYECKOM
NCNONb30BAHUY 4119 BbISBNIEHUA nauueHTos ¢ J1T npu 3a6onesaqu-
AX NErKUX OrPaHNYeHbl.

MokasaHna k KMOC npwu JII rpynnbl 1l BKIKOYAKOT OLEHKY NOKa-
3aHWIA K XUPYPrYeCcKOMY JIe4eHWo (Npu paccMOTPEHUN Bompoca
0 BO3MOXHOCTW NPOBEAEHMS TPaHCNAAHTaLMW NETKUX W onepa-
LMK N0 yMeHbLUeHN0 06bEMa NErkux), nogospenne Ha JIAT unu
XTSI, a TaKkxKe B KIIMHNYECKNX CUTyauusX, KOraa 4onoHUTeS b-
Has MHopmMaLmMs NOMOXET (PEHOTUNMPOBAHUIO 3a60NeBaHNS ANs
BblOOpa TaKTMKM nevenns [12,314,315]. MNpeanoytutensHo npose-
JeHVe NHBA3MBHOIO 06CNef0BaHNs B 9KCNEPTHbIX LeHTpax J1I npu
JNOCTVDKEHUN KITMHUYECKN CTabUNIbHOrO COCTOS\HUSA B pesynbTare
ONTUMU3ALNK NIeYeHUs OCHOBHOMO 3a0601eBaHUSA NETKMX.

Moaxoabl K neveHuto nauueHtos ¢ JIT rpynnbl Il ocHOBbIBA-
0TCA Ha ONTUMMU3AUNKU NEYeHUs OCHOBHOrO 3aboneBaHWst Nér-
KnX, BKOYasAs Ha3HA4YeHWe KMCropoaoTepanum n HeMHBA3UBHON
BEHTUNALMM NETKNX, NPWU HANWUYUL NOKa3aHUN, a TaKXe y4acTue
B nporpamMmax Néro4Hoit peabunutaumn (taon. 8.8.) [9,22]. Nme-
l0TCA OrPaHNYeHHbIE U MPOTUBOPEYMBLIE [AHHblE O HAa3HAYEHWUU
NAT-cneumndmyeckmx npenaparos nauueHTam c¢ Hetsxenon JI,
HEI0CTaTOYHO [0Ka3aTenbCTB M ANd MPUMEHEHMs npenapaTos,
0406peHHbIX Ans nedvenns JIAT, naunentam ¢ JII npu XOBJT n N3/
[2,5]. MaumneHTbl ¢ MOLO3PEHUEM UMK NOATBEPXKAEHHON TAXKENON
JII' [OMKHbI BbITb HanpassieHbl B LEHTPbI JIT Ang npuHATAS WH-
QOUBUAYaNbHOMO peLleHns. B HacTosLee BpeMs UMETCS AaHHble
06 ahhekTMBHOCTU cunpeHaduna y nauueHtos ¢ U3JT n Taxe-
non J1I: noKasaHo yny4LieHne BbPKMBAEMOCTH, (DYHKLIMOHAMNbHbIX
NEroYHbIX TECTOB, YBENMYEHME TONMEPAHTHOCTU K (HU3MYECKUM
Harpy3kam [315]. Mpu Ha3Ha4yeHUM ambpU3eHTaHA naLueHTam c
1371 ¢/6e3 JII" 6b1n1 NosyHeHbl He6MAronNpPUATHbIE CUTHAMBI O 6€3-
0MaCHOCTN, CBAA3aHHble C MOBbILUEHHbIM PUCKOM KJIMHUYECKOr0
yxyaweHnusa [316]. MpumeHeHne puouuryara 6b110 CBA3aHO C no-
BbILLEHHbIM PUCKOM COObITWI KNMHUYECKOr0 YXYALWEHNS, BKIHOYas
PUCK CMEPTHOCTW, Y NauueHToB ¢ JIT npu nanonatnyecknx UHTep-
CTULMANBHBIX MHEBMOHMAX [317].

8.1.3.1. BoicokoropHas néroyxas runepTeH3ns

BJTT — KNMHUYECKMA CUHAOPOM, KOTOPbIA Pa3BMBAETCA Y JNL,
NOCTOSAHHO/ANNTENIbHO NPOXMBAKLWMX Ha BbicoTax >2500 M Hapg
YPOBHEM MOpS W Xapaktepuayetcs nosbiwesnem cpJ1A >30 mm
pT. cT. w/unu COJIA >50 MM pT. CT., U3MEPEHHBIMU HA BbICOTE NPO-
XMBaHUs, runeptpodduen n/unu gunataumnein MX n otcytcTBuem
nonnuMTeEMUN (YpoBEHb remorniobuHa ang myxdund <210 r/n, ons
XeHwmH <190 r/n), npu ncknodenun JII Ha hOHe XPOHUYECKUX
3a60/1€BaHNA OPraHoB [bIXaHWUA WM CEpAeYHO-COCYANCTLIX 3a-
6onesaHnii [21]. OpHako creayet OTMETUTb, YTO B OCHoBe JII''y
XXUTesel BbICOKOroOpbs MOTYT nexarb W/uim crnoco6CcTBoBaTh en
WHbIE MPUYMHBI, NOMAMO runokeun [371]. 3Ha4nTenbHOE NoBbI-
weHve OJTA MoXeT HabnoaaThbCs TakXKe Yy 3[40POBbLIX XUTeNel
HU3KOropbs BO BPEMS BOCXOX[EHUS B FOPbI, 4TO MOXET Npejapac-
nonarartb K pasBMTUIO Y HIX BbICOKOrOPHOr0 0TeKa NErKux.

PacnpoctpaHeHHOCTb 1 ¢hakTopsbl pucka passutus BJIT y no-
CTOSIHHbIX XXUTENEN BbICOKOrOpbsS OCTAOTCA MasioM3y4eHHbIMN.
HeflaBHO Obln NPOBEAEH CUCTEMATUYeCKNA 0630p U MeTaaHanusa
NCCnefoBaHNA No HeuHBa3WBHOW oueHke PCOJIA ¢ noMOLLbO
Jonnnepaxokapauorpacun y 340poBbIX Nt0AeN, NPOXMUBAKOLLMX
Ha BbICOKOropbe [372]. B aHanus 6binu BKN0YeHb! 12 nccnenosa-
HUi ¢ 834 yyacTHMKamn. CornacHo JaHHOMY aHanu3y Ha BbiCOTax
ot 3600 g0 4300 M TpaHCTPUKYCNUAANbHbLIA FPaaUeHT AaBNeHus
COCTaBUM 25 MM PT. CT., 4TO NPUMEPHO HA 7 MM PT. CT. BbllLE 3Ha-
YeHWI1 XnTenen Ha yposHe mops [372].

HepnaBHee nonepevyHoe WCCNefOBaHMe, NPOBEAEHHOE Cpeau
1129 Tn6eTLeB, NPOXMBAKOLIMX HA BbicoTe 3200 M B MPOBUHLUN
Cbl4yaHb, BbISIBUNO 06LLYtO pacnpocTpaHeHHoCTb JII Ha ypoBHe
6,2% [317]. Kpome TOro, gaHHoe uccriefoBaHne npoaeMoHCTPK-
poBasio 605ee BbICOKYH 4acTOTY BO3HUKHOBEHUS J1T y MYX4UH Nno
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CPaBHEHMIO C XeHLwmHamu (8,6% npotus 4,6%). NpumeyaTensHo,
4TO B WUCCEA0BAHUMN He3aBuUCUMbIMK hakTopamu pucka JIIM asu-
NNCb MeTaboNMYecknii CMHAPOM, MOXUION Bo3pacT (>60 ner) u
CHIXKEHIE HacbiLieHust KpoBu kucnopogom (Sp0,) [317].

Ha paHHux ctagusx BJIT npoTtekaeT 6eccumnTomMHO. Ofbllika
npu u3nN4ecKol Harpyske BNAETCA HAWOONEe 4acTbIM CUM-
NTOMOM MpW NPOrpeccupoBaHni 3a60/1eBAHNA N YPE3MEPHBIX
CTPECCOBbIX BO3[ENCTBUAX (NepeMeLLieHme Ha eLle 60JbLIYHO Bbl-
COTY, WHTEHCUBHblE (hM3MYecKue Harpysku). B nocnegyroLiem
npucoenunaotes gpyrue cumntomsl JII [318]. B 06beKTMBHOM
cTartyce obpallaer Ha ce6s BHUMaHUE AUAMY3HbIA Tensbli Lua-
HO3, B TXENbIX CNyYasx NOABAAETCA anuracTpasnbHas 1 npekap-
LnanbHas nynbcauus, 0TMeYaeTcs pacluupeHune rpaHny cepaua
BMPaBo, BbICNYLINBAETCA aKLEHT 1 pacliennedme |l ToHa Hag J1A,
wym lpaxema Ctunna. [uarHoCTUYeCKWiA anroputm BKHOYaeT
9Kl 1 peHTreHonorn4yeckoe wuccnefosaHne nérkux. Cnmpome-
TPUS MO3BONIAET UCKMOYUTb HAPYLIEHWUS BEHTUNALMW NETKMX.
IXOKI — Hambonee LEHHbIA MeTon AnarHoctukn BJIT, Tak Kak
NO3BONAET MPOBECTU KaK HEWHBA3MBHYIO OLEHKY ypoBHA LJIA,
TaK N U3y4nTb CTPYKTYpY W pyHkumio MXK. [na nogreepxneHus
amarHo3a pekomeHayetcs KMOC, KoTopas BbINOMHAETCA TONBKO B
9KCMEPTHBIX LEHTpax.

Hanbonee adpdekTBHbIM K 6€30MacHbIM METOAOM JIeHEHUS
BJII aBnseTcs cnyck 60/bHbIX Ha HU3Koropbe [373-375]. B cny4ae
HEBO3MOXHOCTW nepeesfa 60/1bHOTO Ha 60Jiee HU3KWE BbICOTbI
ONs MPOXNBAHUS METOJO0M BblOOpa ABNAETCA A/INTEIbHAS OKCU-
reHotepanus (6osee 18 4acoB B CyTkU ¢ 0653aTe/IbHbIM 0XBATOM
HOYHOro nepnoja).

YuuTbiBas 3HAYMTENBHYIO PONb TUMOKCUM B matoreHese BJIM,
CMeHa MecTa NpOXXMBaHMS Ha 6051ee HU3KIE BbICOTbI MOXET CyLLie-
CTBEHHO YNyYLUNTb U JaXKe NOTEHUNANbHO U3NeYNTb NaLMEeHTOB.
lMoka3aHo AByKpaTHOE CHMKeHne [J1A y 300p0BbIX rOpLEB Yepe3
[iBa rofa nocne nepeceneqns Ha mManbie BbicoTbl [319,374]. AHa-
NOrNYHbIM 06pa3oM, ¥ 60NbLIMHCTBA BPEMEHHbIX XUTESel BbICO-
Koropbs cumntombl JII MOCTENEHHO UC4e3aloT Nocne BO3BpALLe-
HWUS Ha ypoBeHb Mops [376].

OpHaKo cnyck Ha 6051ee HIU3KMe BbICOTbI MO Pa3HbIM NPUYMHAM MO-
XKET ObITb HEBO3MOXHbBIM AN XWUTENEN BbICOKOTOPbS, 4T Tpebyer
NPUMEHeHNs (PapMakonornyeckoil Tepanun. Ha CerogHsLWHUN eHb

HI OZ)H Npenapar He Nony4nn 0A06peHns Ana Tepanuu XPOHUYECKON
BJTT. O6LUMPHbIA KMHYECKUIA ONbIT MPUMEHEHNs Ba30AnnaTaTopoB
y naumeHToB ¢ JIAI no3BONAET NPEANON0XKMTb UX MOTEHLUATbHYIO
3(hpeKTUBHOCTL Npu neveHun BIT. OfHAKO BRMSHWE NEKapCTBeH-
HOi Tepanuu Ha JII'y XuTenemn BbICOKOropbsi 13y4anoch NuLlb B He-
CKONbKMX nccnefoBaHnsx. MakcumanoHas SAUTENbHOCTb Ha3Haye-
HWS NPenapatos B 3TUX UCCNELOBAHMAX COCTABUMA OT 2-3 Hefenb [0
3-6 mecaues [320,321,377]. MoaTomy, 0CHOBbIBAsACh Ha UMeEtOLLMXCA
JaHHbIX, Ans neveHus BJIT MOXHO pekomeHoBaTh HasHadeHne bKK
(BunTuasem, amnogunuy) [321], nHru6uTopos HochoanacTepasbl-5
(cunpenadpun 75 mr B cyTki) [320], MHTMOUTOPOB KapboaHrnapasbl
(auetasonamug 250-500 mr B cyTku) [377]. [MypeTukn u cepaedHble
TMIMKO3WbI UCTIONB3YKOTCS NPU PA3BUTAN NPABOXENYA04YKOBON Cep-
[Ee4YHON HefoCTaTOYHOCTU U MepuaTenbHol aputmumn. OTCyTCTBYIOT
JaHHbIE 0 NOJNb3e UCNONb30BAHNS aHTUKOArYNAHTOB (BaphapuH) npu
BJII, Tem He MeHee, BO3MOXHO WX UCMONb30BaHWe npu neyeHnn BITT,
oco6eHHo npw MK CH (nog koHTponem MHO 2-3).

MockonbKy 60NbLUNHCTBO rOPLEB NPOXWUBAET B CTPAHAX C OrpaHu-
YeHHbIMU pecypcamu, LOCTyn K (DapMakosorM4eckum npenaparam,
0406peHHbIM B HacToALLee Bpems Aans neveHus JTAT, MOXeT 6biTb
OrpaHnyeH MX JOCTYMHOCTbIO M cToumocTbio [378,379]. Moatomy
nepenpouUInNpoBaHne NeKapCTBEHHbIX MPEnapaTtos, KOTOPbIE YXe
NCNONb3YIOTCA 415 IeYEHUA LPYruX 3a60/18BaHNIA, MOXET NPeLCTaB-
NsATb CO60 eLLle ONH NpuUBNeKaTeNbHbIi noaxop [380,381].

lMpodhunakTika pacnpocTpaHeHHbIX NPUYnUH BTopu4HON J1I umeet
peLLatolee 3Ha4eHue AN NPefoTBPaALLEHUs ee Pa3BUTUSA Y XKUTe-
neil BbICOKOTOpbs. PaHHAS OMArHOCTUKA W CBOEBPEMEHHOE fleye-
HUe GAKTEPUANbHOM aHTWUHbI MOTYT CHWU3UTbL PUCK PEBMATUYECKOI
NIMX0PASKM W BNOCNeACTBUM Npefotepartuth JII, BOSHMKAKOLYK B
pe3ynbTarte peBMaTU4ecKoil 6051e3HM cepaLa. BHeapeHue nporpamm
NPOHUNAKTUYECKOrO CKPUHUHIA BPOXKAEHHbLIX MOPOKOB Cephua v
peBMOKapAMTa C UCMOMb30BaHUEM 3X0Kapauorpadgum cnoco6eTeyet
PaHHeMy BbISIBIIEHWIO U NIEYEHMIO 3TUX COCTOAHWA. OCHOBHON LIEMbH0
nedeHus JIT Ha BbICOKOrOpbe ABNSETCS YCTPAHEHWe OCHOBHOM Npu-
Y/HbI NOCPEACTBOM NEPBUYHON Tepanuu. [1o Havana feyenns cremy-
€T NPUNOXUTb 3HAYUTENbHbIE YCUNUSA NS AMATHOCTUKMA OCHOBHOMO
COCTOSIHWSA, OTBETCTBEHHOO 32 JII B AaHHOM cnyyae. Cnefosatenib-
HO, OCBELOMIIEHHOCTb MECTHBIX BPAYeil 0 PasnnyHbIX KIUHNYECKUX
thopmax JII nmeeT peLuatoLLiee 3Ha4eHNe, NO3BONAS Y4NTLIBATL BCE

Ta6nuua 8.7. Kputepuu auchchepeHumnanbHoro auaryo3a JIAT (rpynna ) ¢ conyTcTBYHOLMM 3a60neBaHeM NErKuX

unu JII Bcnepcteue 3abonesanuit nérkux (rpynna li) [9]

Table 8.7. Criteria for the differential diagnosis of PAH (group I) with concomitant lung disease or PH due to lung diseases (group IlI) [9]

Kputepuu B nonb3y JII rpynnbi | (JIAT) MapameTp

Hopma unu nerkue HapyLueHns
0®B, >60% nomxHbIx (XOBJ1)
®XXEN >70% pomxkHbIx (NJ10)

OTCyTCTBUE UM HEOONbLUNE N3MEHEHUS
JbIXaTeNIbHbIX NYTEN U NapEeHXMMbI paspeLueHus
[pU3HAKM UCTOLLEHNSA LIMPKYNATOPHOrO pesepsa
CoxpaHeHHbI BEHTUISALNOHHBIN pe3eps
CHWXKEHNe KMCNIOPOAHOTO nynbca

CHwuxetune HaknoHa CO/VO,

CHuXeHMe HacbILLeHUs Kucnopoga
CMeLUAHHON BEHO3HOI KPOBK

Het nsmeHenit unu cHinkexue PaCo,
BO Bpems OU3NYECKON Harpy3Ku
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BeHTMnAUMOHHas dyHKUMS

KT nérkux BbICOKOro

Kputepuu B nonb3y JII rpynnsi Il (JIF Bcnepcteue
NaTonorum NErkux U/un1 runokcemum)

YMEpeHHbIe NN TAXEenble HapyLIeHUs
0®B, <60% nomxHbix (XOBJT)
®XKEN <70% pomxkHbIx (NJ10)

BbIpaXXeHHble U3MEHEHNS [bIXaTesbHbIX
nyTei 1 napeHxumbl

MpNU3HaKM UCTOLLEHNA BEHTUNALMOHHOMO pe3epBsa
CoxpaHeHHbINA LMPKYNSTOPHbI pe3eps
HopMarbHbI KNCIOPOAHBIA MyNbC

HopmanbHbii Haknod CO/VO,

HachlLLeHure Kucnoposa cMeLlaHHoi
BEHO3HOM KPOBU BbILLIE HUXKHEN rpaHnLibl

MosbiweHue PaC0, Bo Bpems
bM3nYecKo Harpyskmu
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MOTEHLMaNbHbIE MPUYNUHBI MOCPEACTBOM UCMOSb30BAHNS KNAcCuye-
CKUX IMArHOCTUYECKIX MHCTPYMEHTOB, TaKNX KaK TLATESbHbIA c6op
aHamHesa 1 (husnyeckoe o6CneaoBaHue, JoNoaHeHHoe naboparop-
HO-MHCTPYMEHTaNbHBIMI METOAaMI uccneaoBaHns [371].

8.1.4.Ipynna IV - JII BcnepcTeue

06CTPYKYNN NErOYHBIX apTepni

XTAIT - pepkoe no3gHee ocnoxxHeHue TAJA, XxapakTepuayetcs
NoCTTPOM603MOOSIMYECKUM OBCTPYKTUBHBIM PEMOLENNPOBAHIEM
BeTBeil JIA B CO4eTaHUM C BTOPUYHOI LUCTaNbHO BacKyonaTuen
COCYL0B Manoro Kpyra Kposoo6patLeHus ¢ hopMUpoBaHNEM npe-
kanunnapHoi JI [5,7,8,9,45,49]. C4utaetcs, 410 3a60/1€BaEMOCTb
XTAMT coctaBnset 5-15 cnyyaes Ha MUNWOH HaCeneHus B rom,
a pacnpocTpaHeHHocT 8-40 nauueHTOB HA MUMJIMOH HACeNeHus
[2,5,87]. YacToTta XTAJI coctasnser 0,1-9,1% B TeueHne nepabix
ABYX NeT nocne anuzofa cumntomHon TIJTA [51,95].

[narHo3 ycTaHaBnMBAETCS NPU BbISIBNIEHUM CEAYIOLLMX KPUTEPUEB:

1. Kputepuu npekanunnspHon I (cp4J1A >20 mm pT. cT., A3/1A
<15 mm pt. c1. n JICC >2 E[1 Bypa).

2. Kak MUHMMYM, OOMH CEerMeHTapHbIA gedekT nepdysuu no
[AaHHbIM BEHTUIALMOHHO-NEPY3NOHHOW CUMHTUrpadomn NETKNX
Unn 06CTPYKLMSA, KaK MUHUMYM, OfIHOW cermeHTapHoii J1A no naH-

HbIM KT-aHruonynbHorpacuu unu ceneKTUBHOM aHr1MomnyIbMOHO-
rpadouu.

3. lpoBegenne 3MMEKTUBHON AHTUKOATYNAHTHOW Tepanuu B
TeYeHue, Kak MUHUMYM, TPeX MecsLeB (4N ouddepeHunanbHoi
anarsoctukn XTI ot nogoctpoit TAJTA).

Ouarno3 XTAJII ocHOBbIBAETCA Ha pe3ynbTaTax 06cnefoBaHus
nauneHTa ¢ xxanobamu Ha OfbILLIKY W/WUNU CHUXEHWUE TONEPaHTHO-
CTW K (OM3MYECKUM Harpy3kam, NpOBEAEHHOro CnycTs, KaK MUHU-
MyM, TPW MeCALiA aHTUKOAryNAHTHON Tepanui B TepaneBTUYeCKUX
[03ax NPW BbISBIIEHUN KpUTEPUEB npekanunnsapHoit JII B covera-
HUW C BU3yanuaauuneit NocTTpoM603M60IM4eckoro nopaxeHus J1A
no faHHbIM KT opraHoB rpyaHOM KIETKW C BHYTPUBEHHbLIM BOJTHOC-
HbIM KOHTPACTUPOBaHWEM W/UIKN CENEKTUBHOM aHTNONyIbMOHOTpa-
(hueit w/unu Hanu4usa fedekTos nepdysun npu nepmysnoHHom
CUMHTUrpacun NETKUX NPU OTCYTCTBUM BEHTUNALMOHHBIX AedDek-
T0B (Tabn. 8.9., puc. 3) [2,7,45,49]. Mpn Hanu4un nocTTpoM603M-
60nmyecknx nopaxeHui J1A no gaHHbIM METOAO0B BU3yanu3auum y
naumeHToB 6e3 npekanunnsapHoi JII gnardoctupyetcs XTIbJ1 [45].

Knunnyeckne cumntombl XTAJIT HecneundmyHbl, Y 4eTBepTU
NauMeHTOB B aHaMHe3e OTCYTCTBYET Yka3auue Ha anu3og TIJTA
[22,95]. CnepyeT yunTbiBaTh, 4TO OCTpas TAJIA y nauueHTa MOXeT
pa3BuBaThCsa Ha hoHe cyulecTteytoein XTI, 06 aTom MOryT CBu-

Tabnuua 8.8. Pexomexpauum no auarHoctuke v nevexuto JII BcnencTene natonorum NErkux u/unu runokcemuu (rpynna ) [91*
Table 8.8. Recommendations for the diagnosis and treatment of PH due to pulmonary pathology and/or hypoxemia (group Ill) [9]*

PekomeHpaums

Knace
pekomeHaaumii

YpoBeHb
[0Ka3aTeNnbHOCTH

[2,22].

PekomeHayetcs onTUMU3NPOBATL NEYEHUE OCHOBHOIO 3a60N1eBaHus, BKNOYasA rMNoKCeMUI0, Ha-
PYLIEHNA LblIXaHWA BO BPEMSA CHA W/WAN anbBeONAPHYIO TMMNOBEHTUALMIO, Y BCEX NALMEHTOB C
3a60neBaHUAMMN NEFKUX nepef NpoBefieHnemM 006CnefoBaHUs Npu NoA03PeHUn Ha Tsxenyto JIT

HuA [2,9,22,27].

PekomeHyeTcst HanpassieHne B 3KCMePTHbIN LEHTP NaLUeHToB ¢ 3a601eBaHUAMU NErKUX Npu no-
Lo3peHun Ha Tsxenyto JIT ¢ Lenbio 4006Cne0BaHns 1 BbIGOPA MHANBUAYANbHON TAaKTUKL Beae-

5,9,22].

Mpu nopo3peHun Ha JI y naumeHToB ¢ 3aboneBaHWEM NErKUX PeKOMEHAYETCS BbIMONHEHNE
axokapauorpadum B COYETAHWK C aHANM30M ra3oBOro COCTaBa KpPOBW, MUCCNeA0BaHWEM (DYHK-
LMW BHELUHEro [blXaHns, BKNOYas ANPQY3N0HHYI0 CNOCOOHOCTb NETKNX, U AaHHbIMU KT nérkux

HbIX C MaTonoruen nérkmx [5,9,22].

9x0KI pekoMeH/yeTcs ANst HEMHBA3UBHOIO CKPUHUHIA NPK NOLO3PeHUN Ha Hanuyue JIT'y 601b-

CKYI0 peayKumto Néro4Horo o6béma [2,9,22].

PekomeHayetcs npoBefieHne KaTeTepusanny npasbix OTAEN0B CEpALA NPpu THXENbIX 3a60MeBaHN-
AX Nérkux npu nogoapeHun Ha JTAT unu XTIJT, a Takxe B cnyvae TSHXKeNoil npaBoXenya04KoBoil
CepAeyHON HeL,oCTaTOMHOCTM, NPK 0TOOPE KAHOMAATOB HA TPAHCMAHTALMIO NETKUX U XMPYprinye-

neyenus [2,5,27,314].

PekomeHayeTca npoBefeHNe Ype3BeHO3HOW KaTeTepusaunm cepaua naymeHtam ¢ 3abonesaHnem
NErKNX 1 MOJO3PEHNEM Ha NIErOYHYI0 TUMEPTEH3UI0 NMPU HEOOXOAMMOCTMN ONpeLesieHns cTpaTerum

muen [2,5,3,9].

PekomeHayeTcs onTMManbHOEe NIe4eHe OCHOBHOrO 3ab0neBaHns NErkux, BKNKYas ANUTeNbHY0
OKCUreHoTepanuto, y nauueHToB ¢ J1I BcneacTane 3a60neBaHnin NErKUX 1 XpOHNYECKON r1unokce-

6onesaHnii Nérkux [2,9,22].

PekomeHayeTCa WHAMBMAYANbHOW MOAX0A K NEYEHU0 NauneHToB ¢ Tskenoit J1T BcneacTeme 3a-

[2,315].

PekomeHayeTcs paccMOTPeTb Ha3Ha4YeHne cunaeHaduna naumeHtam ¢ Tskenoit J1I Ha coore 3T

3abonesanuax nérkux [2,5,9,22].

HasHa4veHue JIAM-cneundnyeckoil Tepanum He PeKOMeHAYEeTCs nauueHTam ¢ Hetsxenon J1T npu

He pekomeHayeTcs HazHa4eHne ambpu3eHTaHa naunentam ¢ JII scneacteue D [2,316].

ansHom nHesmoHnu [2,10,32,317].

He pekomeHLyeTCA HasgHa4veHue puouuryara nayueHtam c JII npu nanonatnieckon NHTepCcTuum-

lMpumeyanne: * agantmposaxo. Note: *adapted
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[eTeNnbCTBOBATbL TaKue NPU3HaKK, Kak NoBbllLeHne pacyeTHon COMA
>60 MM pT. CT. N0 AaHHbIX AXOKT 1 npusHakn XTIJT npu KT [49,94].

CoxpaHeHne »anob Ha CHUXXEeHWe TOMEepaHTHOCTU K (hu3uye-
CKMUM Harpyskam, ofjbILLIKy Yepe3 TpK MecsLa aHTUKOArynsaHTHOM
Tepanun nocne anu3oga T3JIA, 0CO6EHHO Mpu Hanuyuu akTo-
poB pucka XTI (aHTughocghommnugHbii CUHAPOM, UCTUHHASA
MOSIMYNTEMUSA, CIITIEHIKTOMUSA, TOMO3UrOTHOE HOCUTENLCTBO I10-
JIMMOPGOHOTO BapuaHta reHa V' chaktopa CBEpTbIBAHUS KPOBY,
BbICOKO/J030Basi 3aMECTUTE/IbHAS FOPMOHATIbHAS Tepanus npu ru-
10TUPEO3e, Hann4ne BHyTPUCEPLEYHbIX YCTPONCTB, BOCNAINTENb-
Hble 3a00716BaHNS KULLIEYHUKA, AKTUBHOE OHKOJIOTMYECKOEe 3a60-
nieanme) TpebyeT BbinonHeHNs IX0KT n oueHkn BeposTHOCTK JTT
[323]. Mpw HU3KoM BeposTHOCTM JT N0 AaHHbIM IXOKT 1 Hanuyum
y CUMNTOMHOrO nauueHTa daktopos pucka XTIJI uenecoobpas-
HO BbINosHeHMe CBAM ana audhdhepeHumanbHON ANarHoCcTUKN 1
oT60pa nauneHToB ans goo6cenenosanus [45,324-326].

KT opraHoB rpyaHomM KNeTkn ¢ BHYTPUBEHHbIM 60MOCHBIM KOH-
TPACTMPOBAHNEM ABNAETCH BAXHbIM UHCTPYMEHTOM ANGEPEeHLM-
aNbHOr0 ANarHo3a u OLeHKN onepabenbHOCTY nauueHToB ¢ XTI
[92,96,97,327,328]. AnbTepHaTWBHble METOAbl BW3yanusauum
nepdoy3ni, Take Kak noctopoeHune nepysnoHHbIX KapT no AaH-
HbIM [BYyx3HepreTnyeckoit KT unn MPT UMeloT AMarHoCcTuYecKui
NOTEHUMAN, HO OrpaHUYeHHyo LOCTYNHOCTb. Mpu anddepeHLm-
anbHoi anarHocTuke XTAJIT cnemyeTt MCKAKYaTh ApYyriue NpUdmnHbl
o6¢Tpykumn JTA (capkoma J1A, aM60n1s ONyxosieBbIMU KNeTKamu,
napasuTU4eckne (3XMHOKOKKO3HbIE KUCTbI), 3MO0MMN WHOPOA-
HbIMW TeflamMun, BPOXAEHHbIE UNKU NPUOBPETEHHbIE CTeHO3bI J1A).
KNOC wu cenekTMBHas aHrmonynbMoHOrpadoms LOMKHbI BbINOS-
HATBLCS B YCIOBMSAX 3KCMEPTHOrO LiEHTPA AN19 OLeHKN ornepabens-
HOCTM NaLMeHTa 1 onpeneNeHns TakTUKK everns [327-329].

B cTpaterun neveHun nauweHTtoB ¢ XTIJIT KNtouveByw ponb
urpaeT MynbTUMOAASbHBIA NOAXOL C BbIOOPOM B MOJSIb3Y XUPYp-
TNYECKOro JIEYEHNS Y BCEX TEXHUYECKM 0nepabesibHbIX NaLneHToB.
Jléroynas Tpom6aHpapTepakTomus (J133) — 6unartepanbHas 9H-

[lnarHocTMYecKMin anropuTm
y naumenTa ¢ JIl

[NapTepakTomua 13 Beten J1A, Kak OCHOBHOM METO[ NeYeHns na-
umeHToB ¢ XTI, npoBOANTCS B YCIOBUAX FMY6OKOA rMnOTEpMIK
1 OCTaHOBKM KpoBoobpalyeHus [328,330-333]. Pewienune 06 one-
pabenbHOCTM 60SIbHOr0 NPUHUMABTCH MYNbTUAUCLUNANHAPHON
KOMaHZOoM (kapavonor/ nynbmMoHonor - cneuuanuct no JII, spay
Ny4eBON ANArHOCTMKK, CepeqHO-COCYANCTbIA XUPYPT SH0BACKY-
NAPHBIA XWUPYpr) B aKcnepTHOM LeHTpe JII, obnagatoLiem focra-
TOYHbIM OMbITOM BbIMOSIHEHWS XMPYPTUYECKOTO U NHTEPBEHLNOH-
HOro nevenus [2,5,45,49]. B cny4vae HeonepabenbHOCTY NauueHTa
peLeHne JOMKHO NPUHUMATBLCS, Kak MUHUMYM, ABYMS HE3aBUCK-
MbIMW 3KCMEPTHbIMK LeHTpamu. Kputepusamu oT60pa naumeHToB
ONS XUPYPTUYECKOTO NEYEHUs CNYXMUT JOCTYNHOCTb TPOMOOB B
cteosne J1A, monesbix Unn cermeHTapHbix JTA. Bo3pact naumeHta
He SABNSETCA NPOTMBOMNOKA3aHMEM K OMepaTMBHOMY NeYeHuto, Tak
Xe, Kak 1 BennyuHa JICC n Hanuume gucdyHkumm MXK. Cmept-
HOCTb nocne J133 B KPYnHbIX eBPONERCKMX LEeHTpax CoCTaBnser
<3,9% [7,45,329]. TpexneTHAs BbKMBAEMOCTb MaLMEHTOB NOC/e
N33 cocrasnser 90% [45,87,326].

C y4yeTom npekanunnspHoro xapakrepa JII, Hanuynem gucrans-
HOI NéroyHoit Backynonatum npu XT3JIT 060CHOBAHO NpuUMeHe-
Hue JTAT-cneunduyeckoii Tepanum y HeonepabenbHbIX NaLNEHTOB
[38,44,52,326,327]. Mpn TeXHN4ECKON BO3MOXXHOCTMN NPOBEAEHUS
9H[I0BACKYNAPHOrO NeYeHns nalumeHTam npoBomatcs ceccuu 6a-
NOHHON aHrnonnacTukm J1A [285-287].

Y MHorux naumeHtoB ¢ XTIJIT npuMeHsSOTCA KOMOUHUPOBAH-
Hble MOAXOMbl Jle4eHMs — coyeTaHne J133, 3HA0BACKYNAPHOrO
1 MeANKAMEHTO3HOrO NevyeHns, Npyu 3TOM BbIGOP METOAOB U WX
nocneaoBaTeIbHOCT ONPeaenseTcs aHaTOMUYeCKUM BapuaHTOM
nopaxeHus J1A, BbIp@XXEHHOCTbIO TEMOAMHAMUYECKNX HapyLLe-
HUIA, CONYTCTBYIOLLE natonoruen [7,45,333-336]. Y nauneHTos ¢
XT3BJ1 peLueHne 0 HE06XOAUMOCTH ONEPATUBHOMO NEYEHUS [OMK-
HO MPWUHUMATBLCA C TLATENbHbIM AHANN30M COOTHOLLEHWUS PUCK/
nonb3a [2,7,9,22,44,45,87].

Yepes 3-6 mecaues nocne J133 Heo6Xx04MMO KOHTPOMbHOE 006-

Momo3peHwne Ha XTANT/XTIb y nauueHTa
nocne nepeHeceHHon TIJIA yepes 3 mec. AKT

Y

[TpomexyTounas/ < > Hunakas sepoaTHocTb J1T +
BbICOKast BEPOSTHOCTb J1T h TpancropaxansHas 3xoKT “| nonospexue Ha XTAI/XTIBN
\ 4 \ 4
BeHTUNALUMOHHO-Nepdy3noHHas
CLlI/IHTI/IFpa(bVIFIpJ?gKMX < [lanHbie B nonb3y XTONI/XTIBN* GuposenoaprocnvpomeTpys
Kak muHnmym,
1 CErmeHTapHbIii nm
2 CY6CErMeHTapHbIX Her faHHbIX 3a
Aechekta nepghy3mm XTON/XTIbI1
\ Hanpasnetue
. B 9KCMEPTHbIN LeHTP JII
HanpasneHue B aKkCnepTHbIA LeHTp J1T

\/

KT-nynbmoHorpadus
KIMOC + cenekTnBHas aHrnonynbMoHorpagus

PucyHok 3. inarnoctuka XTI [2]*
Figure 3. CTEPH diagnostic [2]*
lMpumeyanne: * agantuposaro. Note: *adapted
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CNefioBaHNe NaLMeHTOB C OLeHKOW remoauHamuku npu KMOC.
PeangyansHas JII nocne J1I33 pa3suBaetcs y 25-36% nNaLeHTOB.
Mo naHHbIM HabnoaaTenbHbIX UccneaoBannii u PKU, kputepusamn
peanayanbHoit JII nocne J133 asnatotesa: cpd/lA >25 Mm pr. CT.,
O3NA <15 mwm pr. c1. 1 JICC >4 E[l Byaa [334-338]. Mo peLueHmto
ePBa3NNCKINX 3KCMEpTOB KpuTepusmu pesugyanbHon JII nocne
J133 npeanoxeHo UCNonb30BaTb axapakTePUCTUKN NpeKanuansp-
Hoi T cpJ1A >20 mm pT. cT., A3NA <15 mMm pr. cT. 1 JICC >2
E[l Byna. [JuHamuyeckoe HabnfeHne AOMKHO OCYLLECTBAATLCS
€XErofiHo C BbINOMHEHNEM HEMHBA3UBHOM CTPATU(UKALMN PUCKA.
[onycTmMo ncnonb3oBaHMe TPEXyPOBHEBOW LLKanbl pucka Hebna-
ronpusaTHbIX ucxonos ans JIAI n wkany REVEAL, ofHako AaHHble
0 TOYHOCTM NPOrHO3MPOBAHNA puUcKa Ansa nauuentos ¢ XTI npu
NCMONb30BAHWN 3TUX LUKAM HA CErOAHSLHWIA [eHb OTCYTCTBYHOT
[339-341].

MauneHtam ¢ XTANI nokazaHa NOXM3HEHHAs AHTUKOArYNsHT-
Has Tepanusa (puc. 4). C yyetom oTcyTCTBUA AaHHbIX PKW, cpas-
HuBalowwmx addekTuBHocTb NMOAK 1 aHTaroHucToB ButammuHa K,
NPUOPUTET B HA3HAYEHWUU AOSKEH OTAABATbCS NOCHeAHUM (Mpu
YCNOBUW ONTUMANbHOW NPUBEPXKEHHOCTU NalMeHTa Tepanunm u
BO3MOXHOCTN KOHTpons MHO ¢ ueneBbiMU 3Ha4YeHUsMU 2,5-3,5
[49,342,343]. 3TO MHEHWe 3KCNepTOB MOAAEPXAHO AaHHbIMU He-
CKOMbKUX HABMOAaTeNbHbIX MCCNEA0BAHNIA, CBUAETENbCTBYOLLNX
0 60JbLUEA YacTOTe NOBTOPHbLIX TPOMGO30B NPK UCMONb30BAHUM
MOAK npn cpaBHEHWU C NPUMEHEHEM aHTarOHUCTOB BUTaMnHa K
y naumenToB ¢ XTAJI [45,342,344]. V naumentoB ¢ XTIBJ pe-
LIEHNEe O ANNUTEeNbHOI aHTUKOArynsHTHONW Tepanuu NPUHUMAETCS
WHAMBMAYANTbHO Nocne A000CNEA0BaHNS 11 OLEHKM pucKa NOBTOP-
HOT0 3nM30/a BEHO3HOro Tpom6bo3a [7,45,87].

Mauuentam XTI B cnyyae noATBepXAeHUs aHTUdocdonu-
NUAHOI0 CUHAPOMA Ha3Ha4vaeTCs aHTUKoarynsaHTHas Tepanus ABK,
nockonbKy npu npumeHenun NMOAK nmeetcs puck peumansa Be-
HO3HbIX TPOM603MO0NNI [345,346]

A heKTMBHOCTL NpenapaToB, 0400peHHbIX Ans nedveHns JIAT,
y NaLMEHTOB C HeonepabenbHoIi/ peanayanbHoi XTIJT B HAcTOA-
LLiee BPeMs j0Ka3aHa UCKMOYUTENbHO Y nauueHToB co cpJ1A >25
MM pT. ¢T. n JICC >3 E[] Bypna [2,8].

MauueHT ¢ BepuchmumposanHor XTI

!

MoX13HeHHas aHTUKOAryNAHTHas
Tepanus (Knacc 1)

'

B PKW CHEST-1 16-HefenbHas Tepanus puouuryatom y Heore-
pabenbHbIX naumeHTos ¢ XTI/ (Mpu HEBO3MOXHOCTY BbIMOJTHEHME
N133) unu y 60nbHbIX ¢ pesuayansHon JIIT nocne J133 (n=261) npu-
BOAWUNA K yNyyLieHno auctaHumm B TBMX 1 napameTpoB remoauHa-
muku, Bkntoyas JIGC [200]. AP3, N®3-5, aHanorw ML y 601bHbIX
XTI He nokasanu adhheKTMBHOCTL B NpoBeaeHHbIX PKIA, noatomy
MOryT ucnosib3osarbca off-label gna Tepanmn HeonepabenbHbIX Na-
LIMEHTOB Mnn 60NbHbIX ¢ pe3uayansHoi T nocne J133, B ToM yucne
B COCTaBe KOMOUHMPOBaHHO Tepanum [188,353,354].

B EBpasuiickux pekomeHgaumuax no neveHunto XTIJT ¢ yyeTom
pesynbtatoB PKW B cnekTpe LOMOMHWUTENbHbLIX CreLMduYecknx
npenapaTos, 0406PEHHbIX ANns neveHus J1AT, peKoMeHAYTCs UH-
ransunoHHbIA UIONPOCT, KaK Npenapart 2-ro BbI60PA; MALMTEHTAH
1 cunpeHadun kak npenapatbl 3-ro BbI6Opa; Ha3Ha4eHne KOMOu-
HUPOBAHHOM Tepanuu, BKNYawLled puounryat unun NOO3-5 B
coyeTaHun ¢ AP nnu nHransuyMoHHLIM UNONPOCTOM paccMatpi-
BAeTCA y HeonepabeNbHbIX NaLWEHTOB NPU HEBO3MOXHOCTI Npo-
BeJeHWs HL0BACKYNAPHOro neveHns [49].

8.1.4.1. TpaHcnomnHanbHaa 6annoHHan

aHrnonnacTnka Nero4HbIX apTepui

TpaHcnloMuHanbHas 6annoHHas aHrMonnacTuka NéroYHbIX ap-
Tepuit (TJTA) npefcrtasnser co60M 3HLOBACKYNAPHbLIA CNOCOO
neyexus naumeHtoB ¢ XTIAJII. TpuHuMn 3aknoyaeTcs B BOC-
CTaHOBMEHWN KPOBOTOKA B BETBAX JIA mpu nomoLyn AecTpyKuum
OUNaTMPOBAHHLIM  6anIOHOM  MOCTTPOMOBOTUYECKUX  oMOPO3-
HbIX MacC, NPensTCTBYIOLLMX NPOXOXIEHWUO KPOBWU 4epes COCY/
[87,351,352,355,356]. Mocne BOCCTAHOBIIEHUS KPOBOTOKA NMPOUC-
XOAMT HOpManusauns nepdysni B COOTBETCTBYHOLLMX 06/1aCTAX W
nocTeneHHOe yBennyeHne guamerpa seTseil JTA B TeueHue creay-
oKX 4-6 Heflenb (MOIOXNTENIbHOE PEMOJENTMPOBaHNe).

TJTA npeacTasnseT co60i CNOXHYHO NPoLeaypy, NOCKONbKY He-
06X0AMMO Y4UTbIBATb AaHATOMUYECKYHO BaplabenbHOCTb CTPOEHUS
1A [349,352]. MopaxeHus setsei JIA npu XTIJI, Kak npasmno,
pacnonaratTcs 6nu3ko K 6udpypkaunam cocynos. CyliecTByeT
Knaccuukaums Tnos nopaxeHus J1A: KOHLEHTPUYECKIUE CTEHO-
3bl TMNA A; ceTyatble MOpaxeHns Tuna B npu aHrnorpadyuu npep-
CTalT B BUAE AEEKTOB HAMONHEHNA U PE3KUX CYXKEHWIA COCYAa,

HeT

Onepa6enbHas XTI
|

v
133 - meTop BbIGOpa (Knacc 1)

!

Y

Mepcuctupytowwas/peunansnpytowas Jir

ja ——»  JIAT-cneumduyeckas Tepanus (Knacc )

|
HET

= ———

TNA (Knacc 1)

PerynapHoe HabntofeHne B

akcneptHom LienTpe JTT (Knacc 1) <

PucyHok 4. Anroputm neyexus nauuentos ¢ XTI [2]*
Figure 4. Treatment algorithm for patients with CTEPH [2]*
lMpumeyvanne: * agantuposaro. Note: *adapted
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KOTOPbIE MOTYT UMETb Pa3fIMYHY KOH(MIypauuio, Hanpuvep, B
BME CNOXHbIX NEPENOHOK U Lenei; nopaxexus Tuna G npea-
CTaBNIAOT C060 KOHYCOBMHbIE CYOTOTANIbHbIE MOPAXEHNSA, KOTO-
pble UMEOT NPU3HAKK CNaboro aHTerpagHoro KpOBOTOKa ANCTanb-
Hee NpensaTCTBNA; MOPAXKEHUS B BIUAE TOTANIbHON OKK03UK Tuna D
NPOSABNAIOTCA B BUAE KYNbTEN; U3BUTbIE NOpaXKeHus Tuna E no6oi
BUJ NOPaXKeHMs B U3BUTLIX y4acTKax cocyma (puc. 5).

Mockonbky J133 0cTaeTcs «30/10TbIM CTAaHAAPTOM» JIe4eHMs Naun-
eHTOB ¢ XTAJII, paHee BO3MOXHOCTb BbiNOHeHMs T/1A pekomeHzo-
Ba/IOCb paccMaTpuBaTh NPex[e BCero npu HeonepabesbHON/ pesu-
nyanbHoii JTT nocne J133 B akcneptHoM weHTpe 1T [2,7,22,45,49,87].
Tem He MeHee B MOCnefiHee BPeMs MOSBUMCH [jaHHble 0 A0CTATOY-
HOI1 6e30MaCHOCTL 1 3CDAEKTUBHOCTY BbinosniHeHus TITA 'y onepa-
6enbHbIX nauneHTos ¢ XTSI [357-359], B TOM Yucne npu NpoKcu-
MajibHOM BapuanTe nopaxenus [360,361]. B HacTosLee Bpems TITA
Nno PeLUeHN0 KOMAHAbl B COCTaBe Kapauosiora, PeHTreH3HA0BacKy-
NAPHOrO XMpypra, Kapauoxupypra, pagamonora MOXeT COYeTaTbes ¢
MeJNKaMEHTO3HbIM 1 OMepaTuBHbIM BapuaHToM NeveHus XTIJT B
n6oM NopsiAke, B TOM YIC/E C NOCNEL0BATENbHBIM NPUMEHEHNEM
BCEX TPeX METO/0B, HanpuMep: BbINosHeHWe 3tanos TJTA ¢ ynydiue-
HWEM reMOAMHAMUKI NaLeHTa NO3BOSISAET NEPEBECTM €ro U3 rpynmbl
HeonepabenbHbIX B Fpynny onepadenbHbIx, nocne T3 u3 J1A B cBA3K
C coXpaHeHuem pe3uayanbHon XTIJII BbINONHAETCA eLLe OAUH 3Tan
TNA v npucoeauHserca JIAT-cneumdmyeckas Tepanus. B HacTosLLee
Bpems NPOAOIKAIOTCA NPOCMNEKTUBHbIE UCCNELOBAHNS MO U3YYEHNIO
3(hheKTMBHOCTM 1 6e3onacHocTy JIAM-cneumnduyeckor Tepanum 4o
TNA [87].

MpuHumnuanbHoin ocobeHHocTbto TJ1A sABnseTCH MHOroaTan-
HocTb. CpeaHee KONMUYECTBO 3TarnoB Yy OJHOMO NauueHTa — oT Tpex
[0 LUECTU C MHTEPBANAMM OT HECKOMbKUX AHEN O HECKONbKUX Me-
csues [356,360,361].

Tabnuua 8.9. PekomeHpauuu no guarHoctuke u nevequto JIr rpynnoi IV [2]*

Mpu oT60ope NauueHTOB ANs BbINOfHeHWs TJTA y4uTbIBaAKOTCS
cneaytouime hakTopbl:

e Tun n 06bém nopaxenus Betsen JIA no pesynbtatam KT-
aHruonynbmoHorpadun (B T.4. C OLEHKOW nepdysnu NErkux) un
MHBA3WBHOW aHrMONyIbMOHOrpacui.

» HeBO3MOXXHOCTb BbINosHeHUs onepauun J133 n3 JIA (B Tom
4ucne 0TKa3 nauueHTa oT onepawun).

 OTCYTCTBME NPOTUBONOKA3AHNII K BBELIEHUIO KOHTPACTHOrO Be-
LLleCTBa (anneprus Ha KOHTPACTHbIA Npenapar, AMCAYHKLNA NoYeK
U/nn WUTOBMAHON Xenesbl) [352,353].

« TJTA nocne T33 u3 JIA, cpJ1A >45 MM pT. CT., BbINOSHEHNE
BMeELUaTe/IbCTBA HA MOPAXEHNAX TUNA OKK/HO3MM NOBbILIAET PUCK
0CJI0XKHEHUI NpoLeaypbl.

« [Taunentbl XTABJ1 ¢ cumnTomamu 3a60NeBaHUS TaKXKe MOTYT
6bITb HanpasneHbl Ha TJTA [353,353].

Llenbto TI1A sBNAeTCA YMEHbLUEHNE UK KYNUPOBaHUE CUMMTO-
moB K CH, runokcum, 4To [OCTUraeTcs NyTem MakCUManbHO
MOJTHOr0 BOCCTAHOBNEHNA KPOBOTOKA M0 BeTBAM J1A, HOpmanm3a-
Ums NéroyHoni remoguHammkm [362] (s 1.4. cpJ1A, J1ICC), 6uomap-
KEpOB Cep/ie4HON HeaocTaTouHoCT! 1 razooomeHa (Sal,, SvO,).
Llenesoe cpAJ1A nocne TJTA cocTasnset <30 Mm pT. CT.

MoaroToBka nauueHTa K TJTA 3aKN04aeTcs B CHUKEHUM YPOB-
HA MHO <3,0 npu npueme aHTaroHUcToB BuTamuHa K [363], npu
NpUeme HOBbIX NMePOpaNibHbIX AHTUKOATYNAHTOB — UX OTMEHe 3a 24
yaca. TexHuka goctyna cootsetcTByeT KIMOC: Hanbonee 6e3onac-
HbIM ABNIAETCA Ky6uTanbHbln goctyn [364]. Mpoueaypa npoBoguT-
sl Ha (hOHe BBELEHNS renapuHa nof KOHTPOIeM akTMBMPOBAHHOIO
BPEMEH CBEPTLIBAHUSA KPOBU W MHransLmn YBNAXKHEHHOr0 KUCMO-
popa ans noaaepxaqus Sa0, >92%.

OcnoxHeHns nocne TJTA, NOMMMO CTaHAAPTHBIX ANs N060r0 3H-
[l0BaCKYNAPHOr0 BMeLUATeNbCTBA (niepriyeckne peakumn, KoH-

Table 8.9. Recommendations for the diagnosis and treatment of group IV PH [2]*

gononHeue KIMOC [3,49,87].

Pekomenpgauus Knacc YpoBeHb
pexoMeHpauuint | A0Ka3aTenbHOCTH

[TaumeHtam nocne nepeHeceHHon octpoit TAJTA npu nossneHun cumntTomoB JII pekomeHmyeTcs lla c

NpOBefeHNe ANArHOCTMYECKMX NpoLeayp Ansg ucknodexus XTINI [6-8,45,49].

MposefeHne ckpuHuHra XTSI He pekoMeHAyeTcs y 6eCCUMNTOMHbIX MauyWeHToB nocne nepe- c

HeceHHom ocTpon TIJA [2,6-8,49].

lpoBefeHne BEHTUNALNOHHO-NEPDY3NOHHON CUMHTUrpAdMN NETKUX PEKOMEHAYETCS Y naLueH- c

ToB ¢ JII ons ucknovenus XTAIN [3,4,6,9,22,49,86].

MMp1 HEBO3MOXHOCTW NPOBEAEHNS BEHTUNALMOHHO-NEPPY3NOHHOI CUMHTUrPadum CriedyeT pac-

CMOTPEeTb NPOBEJEHNE COYETAHHOIO UCCceaoBaHne nepy3noHHoN cumHTurpadum n KT nérkux c

ANs NCKNOYEHUA U3MEHEHUI NEr0YHON TKaHN — DUOPO3HBIX U BOCMANNTENBHBIX U3MEHEHNA, 6y

Ne3HOI aMPU3eMbI 1 Ip. B 0651aCTAX CHUXKEHHON nepdyy3un [3,6,9,49].

[poBedeHNe KOMMbIOTEPHOW MynbMOHOrpadus pekomenayetcs y nauueHtos ¢ XTIl c

[3,4,6,9,22,49,92].

PekomeHayeTcsa nposefeHne nabopaTOPHOr0 CKPUHUHIA HA aHTMAOCHONUNNUAHBIA CUHAPOM Y c

naunenTos ¢ XTIl [2,45,49].

PekomeHayeTcs npoBefieHNe OLEHKM 0nepatesibHOCT MyNbTUANCLMNANHAPHON KOMAHON B 9KC-

nepTHoMm LeHTpe JII ans BbiNONHeHUs NEro4HON TPOMO3HAAPTEPIKTOMUMN Y BCEX NALNEHTOB C Be- C

pudmnunpoBaHHbIM anardozom XTI [2,19,45,49,87].

CTabunbHbIM NauUMeHTam ¢ NpuaHakamu BbipaxeHHOW JIT B nepuod octpoii TAJIA guarHocTuka

XTAJII fo/mKHa NpoBOAMTLCA CNYCTA TPWU MEC. OT Havana 3PMEKTUBHONA aHTNKOATYNSHTHON Te- c

panuu [5,6].

[Mpn o6cnenoBanum 60sbHbIX ¢ XTAJII CeNeKTMBHAA aHrMOMYyNbMOHOrpadus pekoMeHayeTcs B c
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PekoMeHIyeTcs NOXXU3HEHHAs aHTUKOArynaHTHaA Tepanus B TepaneBTUHeCcKnX 103ax BCeM 00J1b-
HbiM ¢ XTOJTT Ans npoounakTMKL peunamBa BEHO3HbIX TPOMOO3IMOOMNYECKUX OCMOXHEHUI
[2,7,45,49,87].

PekomenpyeTcs HazHayYeHne BapapmHa Kak npenapara nepeoro Bbi6opa y naunentos ¢ XTI
[49,177].

PekomeHyeTcs NOXXM3HEHHDIA NpUeM aHTaroHncToB BuTamuHa K naunextam XTIJT ¢ noaTeepx-
JeHHbIM aHTUoCdOoNMNUAHbIM CUHAPOMOM [2,7,322].

B kayecTBe anbTepHaTuBbl BapdapuHy naumentam XTIJI ¢ NOBbILUEHHbIM PUCKOM KPOBOTEHEHNIA
UNW HeMepeHOCUMOCTbIO Npenapara, PEKOMEHAYeTCS Ha3HaYeHNe HU3KOMOMEKYNSPHbIX renapu-
HoB [2,3,49].

HasHayeHne npsmbIX 0panbHbIX aHTUKOArynsHTOB MOXET paccmMaTpuBathbes y nauneHTos ¢ XTI
Npy HEBO3MOXHOCTW Ha3Ha4YeHUs BapdapuHa unm HU3KOMOSEKYNAPHbIX renapuHos [49,177].

PekomeHayeTcs npoBefieHNe NEr04HOA TPOMOIHAAPTEPIKTOMUN B YCMOBUSX TNy6OKOA ri-
MOTEPMUN U OCTAHOBKW KPOBOOOPALLEHUS Y TEXHUYECKM onepabenbHbIX nauneHToB ¢ XTI
[2,7,9,45,49,326].

PekomeHayeTcs paccMOTPETb BO3MOXHOCTb BbINOMHEHUS NIEFOYHOI TPOMOIHAAPTEPIKTOMUM UMK
6annoHHON aHrMONNACTMKMN NEr0YHbIX apTEPUIA Y CUMATOMHbIX NaLneHToB ¢ XTABJT Ha nHanBMaY-
a/IbHOI OCHOBE C Y4eTOM aHaTOMMYECKOro nopaXKeHWs NEro4HON apTepumn B YCIIOBUSAX 3KCMepT-
HOro LeHTpa [45,49].

Maumentam ¢ XTIJI Yepe3 3-6 mecsLeB nocne NEro4HO TPOMO3IHAAPTEPIKTOMUMN PEKOMEHY-
eTCS NMPOBE/IEHNE KOMMIEKCHOr0 06CefjoBaHNs, BKMOYas NPOBEJEHNE KaTeTepu3aLm npasbix
OTAENoB cepaua [2,5,7,45].

HasHaueHue JIAT-cneundnyeckoil Tepaniun peKkOMeHLyeTcs naLueHTam ¢ HeonepabenbHon/ pesn-
ayaneHoi XTANT npu cp4JTA >25 mm pT. ¢T. n JICC >3 E[l Byaa B COOTBETCTBUM C A0KA3aTENbHON
6a3o no npumeHeHuto npenaparos [49].

PekomeHayeTcs HazHavyeHWe puouuryara naumeHtam ¢ HeonepabenbHOW/ peanayanbHoin XTIJT
¢ OK II-IV (BO3) ansa yny4weHns nepeHocMMOoCTi (OM3NYECKUX HArpy3oK 1 reMoAuHaMUYecKux
nokasarene [200].

BonbHbIM ¢ HeonepabenbHo unu pesugyansHoit XTI ¢ OK [1-1IV pekomengyetcs Tepanus apy-
rumun JTAT-cneumdmyeckumu npenaparamu [2,7,45,346-343].

PekomeH[0BaHO paccMOTPeTb BO3MOXHOCTb KOMOUHUPOBAHHON CheLnuU4ecKoin Tepanum y na-
LMEHTOB C HeonepaobenbHoIA/ pesugyansHon XTI [2,5,7,45,346-348].

PekomeHayeTcs paccmMoTpeTb HasdHaveHue JTAT-cneunuyeckoi Tepanum B Te4eHne 2-3 mecsLes
naumeHTam XTOJIT ¢ THKeNbIMU HApYLIEHUAMU TEMOLUHAMUKN B KA4eCTBE NpesonepaLyuoHHONi
MOArOTOBKM Nepes BbINOSHEHWEeM JIEr04HOM TPOMO3HAApTepakToMun [49].

Pekomenayetcs nposefieHne 6anNOHHONM aHTMONMACTAKNA NEFOYHON apTepumn y NaUMEHTOB C He-
onepa6enbHoit/ pesugyansHoii JII ¢ ®K 1I-IV (BO3), nonyyatowmm cneunduyeckyto Tepanuio, B
akcnepTHoM LeHTpe JI [2,5,7,45,49,337,349].

BbinonHeHne 6annoHHON aHrMONACTUKN JIETOYHBIX apTepuin PeKOMEH/YeTCS TOJIbKO B 3KCMepT-
HbIX LeHTpax Anf MUHUMU3ALNIA PUCKA OCNOXHEHNI [2,49].

[poBeneHne 6aniOHHON aHTMONNACTUKI NEFOYHbIX apTEPUI NPELNOYTUTENBHO C UCMONb30BAHN-
em KybutanbHoro goctyna [49].

[Tpn BbINOSIHEHUN 3HAOBACKYNAPHOIO NEYEHUs y NaLuueHToB ¢ HeonepabenbHON/ pesngyanbHom
JII nocne néro4yHol TPOMOIHAAPTEPIKTOMUN PEKOMEHAYETCA NOJTanHOe BMELIATeNbCTBO Ha
OrpaH1YeHHOM HuCe BETBEN JIErOYHOM apTepum [N CHKEHUS pucKa 0CNOXHeHWI [2,5,7,45,49].

[ns npodunakTukn 1 neveHns penepysnoHHOro oTeka Nérkux nocne 6annoHHOIA aHrnonnacTu-
K1 NErOYHbIX apTepuii pekomeHayeTcs nposeaeHne PAP-Tepanun B Te4eHmne 3-72 4acos.

MaumeHTtam ¢ XTIJIT pekomMeHAyeTcs KOMOMHMPOBAHHOE neyeHue B Buge J139, JNAT-cneunduyeckor
Tepanuu, 6aNNOHHON aHrMoNACTUKM NErOYHbIX apTEPUIA B PA3NIUYHBIX COHETAHUAX MO PELUEHNI KO-
MaHZbl B COCTaBe Kapayonora, PeHTreHaHA0BACKYIAPHOro XUpypra, Kapauoxupypra, paguonora [2].

MauneHtam ¢ XTAJT ¢ npoKcMManbHbIM NOPaXeHWeM BeTBeil JTA pekoMeHAyeTCs BbIMOSHEHNE
6annoHHON aHrMonnacTuK NErOYHbIX apTepuii NPy Hanu4MU NPOTUBOMOKA3AHWIA [N1A BbINOMHE- lla (H
Hua J139.

PekomeHayeTcs pacCMOTPeTb BO3MOXHOCTb BbIMOMHEHWUS 3HA0BACKYNAPHOIO NIEYeHUs B YCNOBU-
X 3KCNepTHOro LeHTpa JIT y TexHUYecku onepabenbHbIx nauuentos ¢ XTI B cnyyae, ecnu npo-
BEZeHNe NEro4HON TPOMOIHAAPTEPIKTOMUM COMPSHKEHO C BBICOKUM MEpUOnepaLmoHHOM PUCKOM
[2,350-352].

lla C

lMpumeyanne: * agantmposaro. Note: *adapted
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TPACT-MHAYLMPOBaHHAsA HedpponaTus, MHGEKLAMU 1 T.41.) C 4aCTOTON
He 6onee 1%, npencrtasneHbl penepdy3NoHHbIM O0TEKOM NErKUX,
KpoBOXxapkaHbeMm, nepcopavuueit setsen JIA. KpoBoxapkaHbe, BO3-
HWKAKOLLEe Kak, NPaBuUro BCNeACTBUE noBpexaeHus J1A, B 3aBu-
CUMOCTM OT BbIPXXEHHOCTM NOPAXEHU MOXET NoTpe6oBaTh Au-
TeNIbHOr0 pas3fyBaHns 6anioHa B MecTe NopaXeHus, am6ou3awnmum
remMoCTaTU4eckon rybkon, BDEMEHHON OTMEHbI aHTUKOArynsHTHON
Tepanun n BBeAEHNs npoTamMuHa cynbdarbl. Mospexaexue J1A 6e3
«aKTUBHOW CTPYW» He TPEOYeT CreLnansHOro NeveHns n MOXeT He
ABNATLCA NPUYUHON S5 NPEKPALLEHUS BMELLIATENbCTBA.

Penepdyy3noHHbIn 0TeK NErkux — Hanbosnee pacnpocTpaHeHHoe 1
NOTEHLUMANBHO TSKeNoe 0CNnoXHeHue TITA, KOTOPOe MOXET BO3HM-
katb B 40% cry4aes [361]. KnuHu4eckun o0Tek 06b14HO NPOSIBNIAETCS
ManonpoAyKTUBHbLIM KaLLEM, CHXKEHUEM CaTypaLK, BbIDXKEHHO
00LLell CnabocTbio, PEHTTEeHONOTNYECKN — NOSB/IEHMEM  Y4ACTKOB
TMNA «MATOBOr0 CTEKNa», KOHCONMUAALMM B 06N1ACTH BbINOIHEHHOIO
BMELLATe/bCTBA, @ TAKXKE N/eBPabHbIM BbINOTOM. TSXKECTb KIMHM-
4eCKWX NPOSIBNEHNI He BCerga COOTBETCTBYET CTEMNeH) 0TeKa no AaH-
HbIM peHTreHorpadoun [365]. Hanbonee apeKTUBHLIM CNOCO60M
KaK NpohunakTUKL, TaK 1 fieYeHns penepcoy3noHHOro oTeka sieis-
eTCS HEMHBA3MBHAA BEHTUNALMA NErkux B pexxume Positive Airway
Pressure (PAP) B TeqeHue 3-72 4acoB nocne BMeLLaTenbcTea [365].
Takxe CHUKeHNHO prcka penepdy3noHHOr0 0TeKa Crnoco6CTBYET Mo-
aTanHoe BbinosnHeHne TI1A ¢ pacyetom Pulmonary Edema Predictive
Scoring Index (6e3onacHoe 3Had4eHue nugekca — fo 35,5): (CTeneHb
BOCCTAHOBJIEHNS KPOBOTOKA B CErMEHTapHbIX apTepusx 3a 1 npo-
Leaypy) * Konu4ecTso 6annOHUPOBAHHbLIX CErMEHTApHbIX apTepuin/
JICC B EJ] Bypna [355], nub0o gunaraums MakcuManbHOro KOnmyecTea
BETBEl B pamKax 0fHOW npoLeaypbl 6anioHHOM Manoro uameTpa.
BaXHO OTMETUTb, YTO BEPOATHOCTb PA3BUTUS OCIOMHEHUIA YMEHb-
LlaeTcsa ¢ onbiTom onepartopa [87,355]. YacToTa netanbHbIX MCX0-
N0B, CBA3aHHbIX C TJTA, MoXXeT BapbupoBath 0T 0 10 10% no JaHHbIM
pasHbIX LeHTPoB [361].

MoatanHas TJTA aBnseTcs aPPEKTUBHLIM METOLOM NEYEHUs: Yy
HeonepabesibHbIX NauneHToB ¢ XTAJIT, y 60/1bHbIX C pe3nayanbHoN
JIM nocne J133 oTMeyanock yny4uieHune napamMmeTpoB reMognHamm-
Kun (cHxeHus JICC Ha 34-66%, cp /1A Ha 18-48%), coyHkumum MK
1 OYHKLUMOHANTBHOrO CTaTyca nauneHTos [2, 352,].

[Ns CHMXEHMS 4acToTbl U BbIPAXXEHHOCTM penepdy3nOHHOI0
NOpaXKeHWst NErkMx, COrNacHo MHEHWIO 3KCMEepTOB, OCHOBAHHOM
Ha pesynbTatax PKW RACE npu JICC >4 E[] Byna uenecoo6pas-
HO NpUMeHeHMe puounryara nepef nposegeHnem ceccuii TJTA
[237,311,349,360,365].

PucyHok 5. AHruorpacm4eckue Tunbl
nopaxenus setseii JIA npu XTIJII [45]

Figure 5. Angiographic types of lesions of the
branches of the pulmonary artery in CTEPH [45]
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PeweHne o nposegenun J133 unm TNIA y naumentoB XTIBJ1
NPUHUMAETCS B YCNOBUAX 3KCNEPTHOro ueHtpa JI ¢ TwarensHo
OLIEHKOM COOTHOLLIEHUSA puck/ nonb3a [7,45,49].

» PekomeHayeTcs paccMOTPeTb BOSMOXHOCTb BbINOSIHEHUS NE-
rOYHON TpOMO3HAAPTEPIKTOMUM uan TITA Yy CUMNTOMHBIX NaLm-
eHTOB ¢ XTOBJ1 Ha MHANBMAYANbHOA OCHOBE C Y46TOM aHaTOMM-
4eCKOro NOPaXXeHUs NEro4HOM apTepun B YCIOBUAX 3KCMNEPTHOMO
ueHTpa Jr [12,15,44].

Knacc pekomenpauuu/ YposeHb fokasarenoHoctu: EOK llaC

B 3apy6exHoil npakTUKe cyuTaetcs, 410 npumeHeHue JIAT-
Cneunguyeckorn Tepanum MOXET ObITb OTCPOYKOW OnepaTmMBHO-
ro nedenus [49,87,366], o4HaKo N0 JaHHbIM POCCWUIACKOTO peru-
ctpa noyt 80% wumetor ®K llI-IV ¢ npossnenuamu Tsxenon CH
(44,1%) [367]. 370 yKa3blBaeT HA HEOOXOAMMOCTb HasHaveHms JIAT -
cneunguyeckoin Tepanun TeXHUYecKU onepabesibHbIM 60SbHbBIM
XTI B Te4eHne 2-3 Mec.B pamKax npeaonepaLnoHHOi NOAr0TOBKM
ANs yNy4LweHns YHKLUMOHANBHOMO 1 reMOoUHAMINYECKOro cTaTyca.

9. TPEBOBAHNA K 3KCMEPTHOMY LIEHTPY

[Ons onTuMM3auun MeaMLMHCKOA nomowiy 60nbHbIM ¢ JIT Leneco-
006pa3Ho (HhOpPMUPOBAHME CTPYKTYPbI 3KCMEPTHBIX LLEHTPOB. Kputepum
9KCMEPTHOr0 LieHTpa: HabmioAeHNe, KaK MUHUMYM, 32 50 605bHbIMM
¢ JTAT wnu XTI npu eXXeMecsi4HOM BbISBNEHUM HE MEHEe 2 HOBbIX
Cryy4aeB, a TaKXe eXerofaHoM nposefeHun He meHee 20 ODTT Bo Bpems
Knoc.

OKCMEePTHbII LEHTP AOMKEH:

1) pacnonaratb BbICOKOKBaNUULMPOBAHHBIM MEPCOHANOM:

e KaK MUHUMYM [1Ba KOHCYNbTaHTa (KapAvonoru u/unu nysb-
MOHonorwy) (cneyuanusaums 8 o6nactu J1r);

* Bpay-pagmonor (akcnept B o6nactu J1I);

 Bpay-Kapamonor co cneunanusauuein IXoKr;

* KBANNMULMPOBAHHAR MeANLIMHCKAs CECTpa;

* CMeunanucT no NCUXoNorMyeckoin NOMOLWM 1 counanbHoN
afanTtaumn naumeHToB;

e 00MeH MHopmMaLmen (TeneddoH, MHTEPHET).

2) UMeTb manatbl ana 6onbHbIX ¢ JIAT, OTOeNneHne WHTEHCKB-
HOM Tepanuu, NOAUKINHUYECKOE OTAeneHue, ANarHOCTUYECKYHO
cnyxo6y (3xoKr, KT, paguoHyknugHas na6opatopus, MPT, Y3,
Harpy304Hble NPoobl, OLEHKA NEroYHOM PYHKLUMKM, OLEHKA remo-
AnHamuku ¢ OOM);

3) pacrnonaratb YCTaHOBJIEHHbIMU CBA3AMU C APYTUMU [UATHO-
CTUYECKUMI 1 NeYebHbIMM CryX6amu:

* TeHeTuyeckas naboparopus;

* DPEBMATOMOrMYECKNA LEHTP;

e LIEHTP NNaHMPOBaHMS CEMbMU;

e XMPYPruveckmnin ctaumoHap (onwit B 06nactu JI);

4) 0CyLLeCTBAATb aHANN3 KNUHUYECKMX UCXOAO0B (B TOM 4uUChe
aHann3 BbDKNBAEMOCTU B0MbHbIX);

5) y4actosatb B PKI y nauneHToB ¢ pasnuyHbiMu hopmMamm
JIT, Bkntoyas dpasbl Il v llI;

6) OCyLLEeCTBNIATL 06pa30BaTe/bHbIE NPOrPAMMbI;

7) B3aMMO[eiCTBOBATh C acCoLMaLnamMm naLueHToB.

[na peann3aumn ycnewHon paboTbl 3KCMNEPTHOMO LiEHTpa BO3-
MOXXHO BKNIOYEHWUE B MYNbTUANCLUNANHAPHYIO KOMAHIY KOHCYMb-
TaHTOB M3 APYrUX YYPeXXAeHUn (MybMOHONOT, PEBMATOMON, NCK-
XONor, akyLLep-ruHexosor u ap.) [2,9,9,22].

10. MPUNOXEHNSA

Mpunoxenne 1. Metoauka npoBeeHus

TecTa 6-MUHYTHON X0AbObI

T6MX cnenyet NpoBOAUTL B YTPEHHUE Yachkl. TaLMeHT [OoMKeH
Nerko no3asTpakarth 3a 3-4 yaca 0 NPOBeAeHUs TeCTa, He NPUHU-
MaTb KapAvonoruyeckux npenapatos, He KYypUTb, KaK MUHUMYM,
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3a 2 4aca fo Tecta. [ina nposeneHus tecta 6MX B kopupope anu-
HoM 30 M JenatoTcs He3aMeTHble [N nauueHTa pasMeTku Yepes
Kaxable 3 M auctaHumn. B TedveHue 10 MUHYT [0 NpoBedeHNs
T6MX nauneHT [O/MKEH CNOKOMHO nocuaeTs. B 9170 Bpems Heoo-
XOAMMO 324nUTaTh emy CreflytoLmnit TEKCT:

«32 6 MUHYT Bam He06X0MMO NPOITM KaK MOXHO 60MbLLEe pac-
CTOSIHWE, MpU 3TOM HeNb3s 6exarb Unn nepemeLLaTbca nepedex-
Kamu. Bbl 6yaeTe uatu no Kopuaopy Tyaa u 06partHo. Eciiv nossuT-
CA 0fbllUKa UnK cnabocTb, Bbl MOXETE 3amMeASinTb TEMN XOAbObI,
OCTAHOBUTBLCA W OTAOXHYTb. BO BpeMs 0TAbIXa MOXHO NPUCNOHNUTb-
CA K CTeHe, 3aTeM Heo6X04MMO NPOAOMKNUTL X0Ab0y. [omHuTe,
Bawwa uenb: nponT MakcuMansHoe paccTosiHue 3a 6 MUHYT».

Bo Bpems npoBefieHMs TecTa MOXHO MATU 3a NMALUUEHTOM, He
thopcupys Temn ero xofb0bl. Kaxzasle 60 cekyHa cneayer noowy-
PATH NMauMeHTa, NPOU3HOCA CNOKOAHbIM TOHOM (hpasbl: «Bcé xo-
powo» unu «Monogel, npogomkante». Henb3s MHHOPMUPOBATL
nauueHTa 0 NPONLEHHON ANCTAHLUN 1 OCTaBLLEMCSH BpeMeHu. Ecnu
nauueHT 3ameanseT XoAb6y, MOXHO HaNOMHUTb O TOM, 4TO OH MO-
XKET OCTaHOBUTLCH, OTLOXHYTb, MPUCNOHUTLCA K CTEHE, a 3aTeM,
KakK TO/IbKO MOYYBCTBYET, 4TO MOXET UATU, NPOAOMKNTL XOAbOY.
Mo ucTe4eHnn 6 MUHYT cresyeT NoNPOCUTH NaLUeHTa 0CTAHOBMUTb-
CSl M He [1BMraTbCs, NoKa He 6yaeT M3MepeHo NPOMAeHHOe paccTo-
fHne. Heo6X04MMO M3MEPUTb PaCCTOSHME C TOYHOCTbIO [0 1 M,
3aTeM NpeanoXnTb NaLUeHTy NPUCECTb U HABMIOAATL 32 HUM, KaK
MUHUMYM, 10 MUHYT. B 3TO Bpems OH MOXXET 3anosiHnTb popmy
OLleHKN 0AbILIKK No bopry. He cneayet coobLaTb NauueHTy auc-
TaHLUMI0, MPONJEHHYIO B NO60M 13 TECTOB.

Mpunoxenue 1.1. Likana ouenku ofbiku no bopry
Appendix 1.1. Borg Dyspnoea Rating Scale

0 OTCYTCTBYET

0,5 04eHb, 04eHb criabas (e4Ba 3ameTHas)
1 04eHb cnabas

2 cna6as

3 ymMepeHHas

4 6onee TAXenasn

9 TsHKenas

6; 7 0YeHb TKenas

89 04€Hb-04eHb TSXKenas

10 MaKcuMmanbHas

Mpunoxenue 2. Unchopmauus ans naumeHTos

« JIEro4Has runepTeH3ns — aTo COCTOAHMUE, NPU KOTOPOM Mpomc-
XO[IMT NOBbILIEHNE aBNEHUs B COCYAAX NETKNX B pe3ynbTaTte pas-
HO0OpPa3HbIX NMPUYMH U 3aboneBaHuin. Hanboree 4acTo NEroYHas
runepteHsus (J1MN passuBaerca Ha HOHE NCXOAHO CYLLECTBYHOLLMX
3a6051eBaHN cepaua, NErkux, TPOMOOTUYECKNX COCTOSAHUA U Cu-
CTEMHbIX 3a60/ieBaHUA COEAUHUTENbHON TKaHW. bonee pegkumu
npUYMHaAMn AN BO3HUKHOBEHUS JIIT ABNAIOTCA XPOHWUYECKME 3a-
6onesaHua neveHn u BUY-uHdekums. OnHako ObIBAOT CUTYaLUK,
KOraa He yaaetca o6HapyXutb npuyuny 1T, n B Takom cnyyae JIT
Ha3bIBAOT UANONATUHECKON NEroyHoi runepteHsuen (UJT).

« JIT BCTpeyaeTcsa y ntofieit BCeX BO3PACTOB, pac, KakK y MyXHiH,
TaK W KEHLLNH.

Y n11060ro yenoBeka MoXeT pa3Butbes J1I, 0fHaKo ecTb (hakTo-
Pbl pUCKa, KOTOPbIE [eNatT HeKOTOPbIX NtoAeit 6onee npeapacno-
NOXeHHbIMU. K HUM 0THOCAT BIC, cuctemMHble («peBmMaTnyeckmne»)
3a60/eBaHNA COEANHNTENBHON TKAHW, a TAKXKE HEKOTOPbIe UHMEK-

Luu.

« bosibHble JTT 06bI4HO XKaNytTCA HA OAbILLKY, FOSIOBOKPYXXEHNE
1 YCTanocTb, CNaboCTb, U BbIPAXKEHHOCTb 3TUX NPU3HAKOB 00bI4HO
ycyrybnsetcs ¢ passutuem 6051e3HN.

» Bpayn pasHbiXx cneunanbHOCTe MOTyT AMArHOCTUPOBATh W
neyntb JIAT. OgHAKoO NpeuMyLLecTBO WMEKT BPayu, Yy KOTOPbIX
HabntofatoTca U nevarca 6onbline rpynnbl 60MbHLIX JIT, TaK Kak
OMbIT BPa4ya UMEET 04eHb BOJbLLOE 3HAYEHME.

» ECTb HECKO/IbKO Pa3NNYHbIX TUMNOB NErQYHON TUMEPTEH3UM, Y
NeYeHne MoXeT ObITb pa3HbIM B 3aBMCUMMOCTU OT TUna J1I, KoTopbIn
Bbl nmeeTe. TonbKo Bpay, UMEOLLWIA ONbIT paboTbl ¢ 60bHbIMK JIT,
MOXXET NPaBUIIbHO onpeaenuts TUn J1I 1 Ha3Ha4YUTb NeyeHue.

* /IMeeTcsl MHOr0 pasnuyHbIX TECTOB W METOAOB 06CNenoBa-
HUSA, UCNONb3YEMbIX N1 TOro, 4T06bl 3anofo3puts JII. OgHako
BepudnLMpoBaTh AnarHo3 JII MOXXHO TONbKO Npu KateTepusaunn
cepaua n cocyfoB NéErkux. NMoapo6HO 0 BO3MOXHOCTAX KaXAOM
JMNArHoCTMYECKO npoLesLypsbl Y3HANTE Yy CBOEr0 Je4allero Bpaya.

* KnsHb ¢ JII — 3T0 HenpepbIBHbIA NEPECMOTP 06pas3a XXM3HW.
Bam, BO3MOXHO, MoTpebyeTcs npeHebpeyb HEKOTOPbIMU eXe-
[HEBHbIMU [iefiaMun, KOTOPble Ka3annuCb BXHbIMUW, MPeXAe 4em
Bam 6bina gmarHoctuposana JT1Al, 4T06bl NOSBUIIOCH BpeMs AJis
HEKOTOPbIX Balumx HOBbIX 003aHHOCTEN. BONbLWIMHCTBO NauneH-
TOB, XMBYLWMX ¢ JII, HAXOL4AT, 4TO UM CTAHOBMTCS He MO cuniam
TOT aKTWUBHbIA 00pa3 XMWU3HW, K KOTOPOMY OHW NPUBbLIKNK. Pelle-
HUe 3afa4m, npexne TPebyloLen 4ac, MOXET 3aHATb HECKOMbKO
OHeN unn aaxe 60nblie. ATO XapakTepHas Yepta XusHu ¢ JiT, n
OHa He [0/KHA ObITb MPUYUHONM YYBCTBOBATL CE6S HEMOSHOLIEH-
HbIM. OnpegenuTe NPMOPUTETLI B BONPOCaX, TPeOYLLNX 6bICTPOr0
peLleHns, a TakxKe B [ienax, KOTopble MOryT NoAoxaarb. 370 no-
MOXET BaM CKOHLEHTPUPOBATLCA HA BAXHbIX [ie1ax U OnyCcTUTb
HECYLLeCTBEHHble NPo6embl. [TOMHWTE, YTO Lenu AOMKHbI BbITb
PeAIMCTUYHBIMI N1 BbINOSHEHUS, @ Bpems ANA WX pelleHus
JOJKHO ObITb 0CTATOYHbIM.

o [lpu JII' HeT Kakmx-nmbo cneuunanbHbIX LUET UK NPOLYKTOB,
KOTOpPbIE MOTYT YCYrybuTb 60/€e3Hb.

« [Tpn ocnoxHenum J1I pasBuTem cepae4Hon He0CTaTO4HOCTH
cneayeT OrpaHnMymTh ynoTpebneHne noBapeHHON CONn U Konuye-
CTBO BbINMMBAEMOW XMAKOCTU. [TOBapeHHas CONb COAEPXMUT Ha-
TPUIA, KOTOPbIA perynupyeT 6anaHc XWAKOCTW B Baliem opraHus-
me. Kora cofepxaHue XnaKocTu B TKaHAX YBeIM4YMBaeTcs (a 310
06bI4Han npobnema ang nauneHtos ¢ JIAT), 06bEM KpOBU Takxe
YBENNYNBALTCS, YTO MOBbILIAET HArpy3ky Ha Bawe cepaue. OauH
13 camblX 3)EKTUBHBIX CNOCOO0B CHU3UTL Harpysky Ha cepj-
Lie — 9TO YMEeHbLUEHNE KONIM4EeCTBa COMK, yNoTpe6nsaeMoii B nuLLy.
Tak>xe U3BECTHO, YTO ANeTa C HU3KUM COAEPXKAHMEM CONM OKXKET
6onbllee BNUAHNE HA Bale 3[0p0Bbe, €CNM OHA OYAET CoYeTaTh
NPOAYKTbI, 60ratble KaibLmMemM, MarHuem, kanuem 1 ocqopom.

« OrpaHnyeHne 06bEMa BbIMUTON XNAKOCTM TaKXKe NOMOXKET N3-
6exarb UM YMEeHbLIUTL OTEKN U 33[ePXKY XWUAKOCTW. He peko-
MEeHyeTCs BbiNuBath 60nee 2 NUTPOB B LeHb, 04HAKO 06bEM LO-
XKEH ONpefenaTbCs MHAUBUAYANBHO, AN ONpefeneHns NUTbeBoro
pexuma NPoKOHCYNbTUPYIATECH C Balum Bpaiom.

« [Ing HOpManuaaumm BOAHOM0 6anaHca BaM MOryT MoOMOYb Chne-
JyIOLLMe COBETbI: U3MEPbTE KONMNYECTBO XMAKOCTH, KOTOPYHO Bbl
NbéTe KaXAbli LeHb, M0 KpanHeli mMepe, B TEYEHME NePBbIX He-
CKONbKMX Hedenb. [1Ba NMTPa XWULKOCTW PaBHAOTCA B CPeAHEM
8 vawkam. He 3abyabTe cuMTaThb BOAY, KOTOPOW Bbl 3anuBaete
Tabnetku. Cynbl, MOPOXEHOE, XXeNe TaKXKe A0/MKHbI 6bITb NOCYM-
TaHbl KaK XXMAKOCTU. YBENN4eHne Beca — OAWH U3 NepBbIX 3HAKOB,
470 Bbl 3afepxnBaeTe XNAKOCTb. B3BelwnBanTe ce6s exeaHEBHO.
Ecnu Bbl 0TMe4aeTe yBenMYeHNe Beca Npu NpexxHeM pexume nu-
TaHus, He06X0AMMO YBELOMUTL 06 3TOM CBOEro Bpada.
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« B HacTOALLEE BpEMS He YCTAHOBIIEHO, KaK BIUSAIOT (OU3UYECcKme
YNPOXHEHNS HA MPOTHO3 Npu NEro4Hom runepteH3un. OfHaKo,
ecnu Bbl Benu 1o 601e3HN COPTUBHBIA 06pa3 XWU3HU, NOCOBETYN-
TeCb CO CBOWM BPA40M, HACKONbKO LienecoobpasHbl Ans Bac 3aHs-
s cnopTtom. Ecnu Baww Bpay 006pseT 3aHATIS CNOPTOM, HE0BXO-
LMMO BbINOSHEHWE PeKOMeHaLiA, 4TOObI He HaHecTn cebe Bpes:

« He nepeHanpsiratbcsi. 3aHATUE HEOOXOAMMO OCTaHOBWUTb MpW
NOSIBNIEHNN TaKUX NPU3HAKOB KaK [ypHOTA, YCTaNOCTb, OLUYLEHWE
COABNMBAHNA B TPYAHONA KNETKe, YHalleHHOro cephuebueHns unu
4pe3mMepHON ogpiwkn. Mexay ynpaxHeHUaMn Ucnonb3ynTe gocta-
TO4HOE BPEMS ANl BOCCTaHOBNEHMS. 36erarite (pr3n4eckom akTme-
HOCTW Ha yNNLE NPY HU3KOII TeMnepaType, BbICOKOR BNOKHOCTW.

* [TomHMTE, 4TO NOAPOBGHO HA BCE BOMPOCHI, CBA3AHHbLIE C AWa-
rHO30M J18royHas runepTeH3us, 06pasomM XXU3HU 1 Jie4eHnem, Bam
NOMOXET BPay — CNeunanicT no NEro4HONM runepTeHsnn.

« B HacTosLLee BpeMs HeT nekapcTsa, uaneyusatowtero J1. Op-
HAKO MMEOTCA ApYrue NeKapCTBeHHbIe npenaparbl, Cnoco6CTBY-
toLLME YAYYLLEHWIO 1 MOMOrarLLMe 60STbHbIM YAyYLLaTh CBOE qou-
314eckoe coCTosHMe. Bpad, aendwowmincs cneuuanuctom no JI,
nof6epéT BaM ajiekBaTHOE BalleMy COCTOSIHUIO feyeHne U 06b-
SCHNT JOCTOUHCTBA M NPENMYLLIECTBA PA3fINYHbIX Er0 BapMaHTOB.
Moa6op Tepanimn OCYLLECTBASETCH UHANBUAYANbHO; MOMHITE, Y4TO
BCE MauMeHTbl pasHble, 1 Baw fokTop nog6epét Bam BapuaHT ne-
YeHUs, NyYwnin npu Bawem cnyyae.

o MauneHTy C ycTaHOBNEHHbIM AuarHo3om J1I nokasaHo Tuia-
TerfbHOe amBynaTopHOe HabMOeHE C BU3UTAMU K BPa4y KaxKzble
3-4 mec. Tpebyertcs cobneHNe 06LLNX MePOnpUATUA (CM. «1e-
4eHUe»), PErynsapHblii NPUEM NEKapCTBEHHbIX MPenapaToB CTPOro
B COOTBETCTBMM C PEXUMOM neyeHus. B cnydae npuéma guypetu-
KOB — €XXe[IHEeBHbIA KOHTPONb Beca W auypesa, sapgaputa — MHO
eXeMecsqHo, npu npueme APJ — eXXeMECAYHbIA KOHTPOSb neye-
HOYHbIX TECTOB.

« JIEroyHas aptepuanbHas runepTeH3ns He ABNAETCA NPOTUBO-
nokasaHuem ans aswanepenietoB. OfHAKO NauMeHTaM C HWU3KOI
cartypaumeit no Kucnopody B nokoe (<92% no AaHHbIM MySibCOK-
CUMETPUKN) LieNecoobpasHo MHGOPMUPOBATL ABMAKOMMNAHUID O
BO3MOXHOI NOTPEOGHOCTM B KUCNOPOAHOI NOAAEPXKKE BO Bpems
aBnanepenera.

« Bcem nauueHTam, COBepLUAKOLLMM aBuanepenetsl B Apyrue
CTPaHbl, BAXHO UMETb MNpu Cebe MeLULMHCKUE LOKYMEHTbI O
ANarHo3e, MeCTOHaxX0XaeHnn 6nuxkaiilero mecTHoro ueHtpa Jr,
KOHTAKTHON MHC(HOPMALIN C HUM.

o [MaumneHTbl ¢ JIAT 4yBCTBUTENbHbI K BO3HUKHOBEHWIO MHEBMO-
HWAW, KOTOpas MOXET CTaTb MPUYWHOIA CMepTu. PekomeHayeTcs
NPOBOAMTL BaKLMHALWIO MPOTMB BUpYyca rpunna, NHEBMOKOKKA,
SARS-Cov2. VickntoyeHnem MoryT 6biTb MALMEHTbI C CUCTEMHBIMU
3a60MeBaHUAMI COBOMHUTENbHON TKaHU 1 BY-uHdpekunei, pe-
LLIeHME 0 BaKLMHALKUK, Y KOTOPbIX AO/MKHO NPUHUMATLCSA C YY4ETOM
AKTWBHOCTW OCHOBHOIA MaToNOrMnM peBMaTonoramin 1 UHgeKLno-
HUCTaMU.
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Llenb. OueHnTb 0COGEHHOCTY Nepduy3ni MMoKapaa no faHHbiM ctpecc-MPT
cepaua ¢ afeHosuHTpuchocdarom (AT®) y naLmeHTOoB ¢ caxapHbIM A1abeTom
(CH) 2 Tvna v pa3nnyHoON CTENEHbI0 MOPAXKEHNS KOPOHAPHBIX apTEPHid.
Marepuan n metogpl. iccnegosanue ctpecc-MPT cepaua ¢ AT® nposoamnnoch
55 nauueHTam ¢ BepOATHbIM UMK Y)Ke YCTAHOBMEHHbIM UArHO30M ULLEMUYe-
ckoin 6onesHn cepaua (MBC), u3 kotopsix 39 umenu conytcTaytowmini CL 2
Tuna. Bcem nayueHTam 6bina BbINOMHEHA OLEHKA KOPOHAPHOI aHaTOMUK s
OnpefieneHns CTeneHu NopaxeHus KOPOHapHbIX apTepuit (KA) ¢ NOMOLLbIO
IHBA3NBHOI KopoHaporpadun unu MCKT anruorpacpun KA. TpoTtokon uc-
CNefi0BaHMs BKIOYan NpoBeeHVe nepdysni M1uokapaa B nokoe u Ha HoHe
thapmakonornyeckoit Harpy3kun AT® 13 pacyeta 160 MKI/KI/MUH C NPOLOMKM-
TeNbHOCTbH UHAY3UN 3-6 MUHYT.

PesynbTatbl. O6HapyXXeHne CTPEecC-MHAYLMPOBaHHbIX LEeEKTOB nepdysnn

ObIN10 CTATUCTUYECKN 3HAYMMO aCCOLMMPOBAHO C HaNW4YMeM aTepocKnepoTy-
yeckoro nopaxeHus KA 6onee 50% (p<0,001). Mpu atepocknepoTn4eckom no-
paxeHun KA meHee 50% y naumeHToB ¢ Gl fedpekTbl nepdysnn o6Hapyxmsa-
nmck Yae (36,4%), yem y nauueHTos 6e3 CI (16,7%). MNpw aToM y naumeHToB
¢ C[1 BblsiBNEHNE CTPECC-UHAYLMPOBAHHON MLLIEMUM MIWOKapAA He 6blio CTa-
TUCTMYECKM 3HAYMMO accouumpoBaHo ¢ nopaxeHuem KA (p=0,071). Mpu no-
NoXuUTenbHOM pesynbTare cTpecc-MPT cepaua naumenTbl ¢ G umenn 6onee
PAcnpPOCTPAHEHHYIO 30HY MPEXOAALLEN ULeMUM MIOKapaa B BUAE GONbLIErD
KOJIM4ECTBa NMOPAXEHHbIX CErMeHTOB (6,45+3,78 (4,78-8,13), 4eM nauueHTbl
6e3 G (3,17+1,60 (1,49-4,85), p=0,050).

3akntoyenne. Y nauneHTos ¢ Gl ¢ HeOBCTPYKTUBHBIM nopaxeHnem KA vate 06-
HapYXX1BAETCA HapyLLeHue nepdy3un Muokapaa, Yem y naumeHtos 6e3 G, ko-
TOpPOE, BEPOATHO, 06YCNOBNIEHO KOPOHAPHOI MUKPOCOCYANCTON AUCHYHKLMEN.

KnioueBble cnoBa: ctpecc-MPT cepaua, nepdoy3ns MMokapaa, caxapHblil anabeT, uiemmyeckas 60ne3Hb cepaua, aneHo3nHTpudocdar
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SUMMARY

Aim. To evaluate the features of myocardial perfusion according to stress CMR
with adenosine triphosphate (ATP) in patients with type 2 diabetes mellitus
(DM) and obstructive and non-obstructive coronary arteries (GA).

Materials and Methods. Stress CMR with ATP was provided in 55 patients
with a suspected or known ischemic heart disease. 39 patients of them had
DM type 2. All patients were provided with invasive coronary angiography or
non-invasive CT angiogram to evaluate lesions of CA. Study protocol included
providing myocardial perfusion in a rest and stress with ATP in dose 160 mkg/
kg/min during 3-6 min.

Results. The detection of stress-induced perfusion defects was statistically
significantly associated with the obstructive CA lesions of more than 50%

(p<0,001). With non-obstructive CA lesions less than 50%, perfusion defects
were found more often in patients with DM (36.4%) than in patients without DM
(16.7%). Furthermore, the detection of stress-induced myocardial ischemia of
patients with DM was not statistically significantly associated with obstructive
CA (p=0,071) In case of positive result of stress CMR, patients with DM had
a more widespread zone of stress-induced ischemia in the form of increase
involved segments (6,45+3,78 (4,78-8,13) than patients without DM (3,17+1,60
(1,49-4,85), p=0,050).

Conclusion. Patients with DM and non-obstructive CA are more likely to have
a myocardial perfusion disorder than patients without DM due to coronary
microvascular dysfunction.

Keywords: stress CMR, myocardial perfusion, diabetes mellitus, ischemic heart disease, adenosine triphosphate

Conflict of interest: The author of the article Sergey K. Ternovoy is member of
the associate editors of Eurasian heart journal, but he has nothing to do with
the decision to publish this article. The article passed the peer review procedure
adopted in the journal. The authors declare no apparent and potential conflicts
of interest or personal relationships related to the publication of this article. The
authors did not declare any other conflicts of interest.

Funding for the article. None

Authors contributions.

Concept of the article, study design — Galina N. Soboleva, Olga V. Stukalova,
Alena I. Pivovarova

Providing the research and processing of material — Olga V. Stukalova, Alena I.
Pivovarova, Galina N. Soboleva

>< HL.BARBASHOVA@GMAIL.COM

Statistical processing — Alena I. Pivovarova

Text development — Alena I. Pivovarova

Editing — Galina N. Soboleva, Olga V. Stukalova

Approval of the final version of the article — Galina N. Soboleva, Olga V.
Stukalova, Sergey K. Ternovoy

All authors meet the ICMJE criteria for authorship, participated in the preparation
of the article, the collection of material and its processing.

Information about ethics. The study was performed in accordance with the
standards of good clinical practice and the principles of the Helsinki Declaration.
The study was approved by the ethics committee of the E.I. Chazov National
Medical Research Centre of Cardiology. All study participants provided informed
consent for stress CMR with ATP.

For citation: Alena I. Pivovarova, Galina N. Soboleva, Olga V. Stukalova, Sergey K. Ternovoy. Myocardial perfusion in patients with diabetes mellitus according to stress CMR with
adenosine triphosphate. Eurasian heart journal. February 2024;(1):86-91 (In Russ.). https://doi.org/10.38109/2225-1685-2024-1-86-91

Received: 18.01.2023 | Revision Received: 04.02.2024 | Accepted: 09.02.2024

© Alena . Pivovarova, Galina N. Soboleva, Olga V. Stukalova, Sergey K. Ternovoy, 2024

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.

EURASIAN HEART JOURNAL, 1, 2024 | 87 |


https://crossmark.crossref.org/dialog/?doi=10.38109/2225-1685-2024-1-86-91&domain=pdf&date_stamp=2024-02-25

MEP®Y3UA MVOKAPOA Y MALUVEHTOB C CA MO JAHHbBIM CTPECC-MPT CEPALIA C AT®

BBEJIEHVE

CepaedHo-cocyancTble 3a6onesanms (CC3) ocTatoTcs BeayLueil
NpUY1HON 326011€BAEMOCTI U CMEPTHOCTY NALIMEHTOB C CaXapHbIM
anabetom (CH) 2 tuna [1,2]. K yucny Takmx 3a60oneBaHnii 0THO-
cutes uwemunyeckas 6onesHb cepaua (MBC), koTopas Hambonee
4acTO pa3BMBAETCH BCIELCTBUE aTEPOCKIIEPOTUYECKOro Nnopaxe-
HUS KOpOHapHbIx apTepuit (KA). OfHako B HacTosLlee BpeMs Cy-
LLIeCTBEHHOE BHUMAHMWE yenseTcs u3ydeHnto n guartoctuke N6C
Ha (DOHE HEOBCTPYKTMBHOIO MOPAXEHWUS KOPOHAPHBIX apTepuii
(cTeHo3bl mMeHee 50%) BCNeACTBME KOPOHAPHOM MUKPOCOCYAM-
cToit auccyHkumm (KMI) [3].

Y naumentoB ¢ G 2 tuna teyeHne UBC nmeeT 0CO6EHHOCTH,
KOTOpble 3aTPYLHAOT CBOEBPEMEHHYIO LUArHOCTUKY U JieYeHue
naumeHToB. Berneactaue conyTCTBYHOLLEN ANAOETUHECKON HEMPO-
natum MBC yacto npotekaet 6eCCUMMTOMHO UK UMEET aTunuy-
HYI0 KITMHUYECKYI0 KapTuHY. MopaxeHne KA 4acTo xapakTtepuayer-
CS MHOTOCOCYANCTbIM, AU MY3HBIM NOPAXEHUEM C BOBJIEYEHINEM
LMCTanbHbIX OTAEN0B KOPOHAPHOIO PyCna M BbIPAXXEHHbIM Kasb-
uuHosom KA [4].

OAHAKO [0 pasBuUTMS HEOBPATMMOrO CTPYKTYPHOTO MOPaXKeHUs
KA nns naumeHtoB ¢ G XapakTepHa BbICOKas PacnpoCTPaHeH-
HocTb (KM[) [5]. Paspab6otka u ycOBEpLUEHCTBOBAHWE HOBbIX
METOA0B BU3yannu3auum SBNAETCA AKTyalbHbIM B [AWArHOCTUKE
PaHHUX (DYHKUMOHAIIbHBIX W CTPYKTYPHbIX W3MEHEHW COCYLOB
MUKPOLMPKYNALmMM Mnokapaa 8 passutuu VBC.

Ctpecc-MPT cepaua — MeTOA C BbICOKAM MNPOCTPAHCTBEH-
HbIM paspelleHneM, He 00NafaloLWNiA  NOHUSUPYIOLUM 13-
Ny4yeHneMm, Mo3BofsieT 6e30MacHO0 M 3PMEKTUBHO BbIABAATH
CTPECC-MHAYLMPOBAHHYI0 WLIEMUID MUOKapha. Beicokoe npo-
CTpaHcTBeHHOe pa3peluenne MPT no3sonseT B13yanu3nposars Cy-
03HA0KAPANANTbHYIO ULLEMUI0 MIUOKAPLA, BO3HUKAIOLLYIO HE TOMb-
KO BCNEACTBUE NOPXeHUs anukapamanbHbix KA, HO 1 BCReLcTBMe
HapyLLIEHUA MUKPOCOCYAMCTOr0 KopoHapHoro pycna. Gtpecc-MPT
CepfLa ¢ Ba3ogunaratopamu, B TOM YUCNE C aAeHO3MHOM, BXOLUT B
MeX[yHapOoAHble NPOTOKONbI Ans anarHoctukn NBC [6].

Llenblo Hawwero mccnefoBaHWs SIBNANOCH BbIIBNIEHNE 0COOEH-
HOCTeli nepdy3un muokapaa ¢ nomoulbto cTpecc-MPT cepaua ¢
afeHosuHTpudocgatom (AT®) y nauuentos ¢ G 2 Tuna u pas-
NNYHON cTeneHbio nopaxenus KA.

MATEPWAN U METO/ibl

Knunnyeckas xapakrepuctuka

B nccnenosaHue 6b111 BKHOYEHbI 55 NALMEHTOB C YCTAHOBJIEH-
HbiM guarHo3om UBC unn seposTtHoii UEC, n3 kotopbix 39 naum-
eHTOB UMenwn conytcTBytowmii GO 2 tTuna. Ctpecc-MPT cepaua ¢
AT® nposoaunocs B ®rbY «<HMWLK um. ak. E.N. Yazoa» MuH3s-
Lpasa Poccuu Ha MarHUTHO-pe3oHaHcHOM Tomorpadde Magnetom
Aera (Siemens) C Hanps>KeHHOCTbIO MarHuTHOro nons 1,5 T 3a
nepuog 2022-2023 rr. liccnenosaHue 66110 0J06PEHO KOMUTE-
TOoM no atuke OreY «<HMWLK wum. ak. E.N. Ya3osa» MuH3gpasa
Poccun. Bee yqacTHUKK nccnefoBaHus npegoctaBunm MHOpMU-
pOBaHHOE cornacue Ha nposedeHue ctpecc-MPT cepaua ¢ ATO.

bonbLuas YacTb BKMKOYEHHbIX NALWEHTOB UMeNa MPOMEXYTOUHYHO
U HU3KYIO NPeATecToByto BeposaTHOCTL VIBC, 0HAKO C y4ETOM Ha-
nn4us conyteteytowlero G, kak dhaktopa pucka VBC, aanHas rpyn-
na 60/bHbIX 6blNa HanpaBneHa Ha UCCNeA0BaHUE AN UCKIHYEHUS
MNBC. VccnenosaHue He MPOBOAMAOCL MPW HAanMWU4uKW NPOTMBOMO-
Ka3aHW K NPOBEAEHMI0 HArpy304HbIX TECTUPOBAHMUIA, K BBEAEHUIO
AT® un nposegeHuto MPT cepaua ¢ KOHTpacTupoBaHuem. G y4étom
3aBNCMMOCTU Ka4ecTBa M306PXEHUIA OT 4acTOTbl U PErynspHOCTM
CEpAeYHOro pMUTMA MaLMeHTaM C HapyLUeHUAMU puTMa Cepaua uc-
Crefi0BaHME He BbIMOMHANOCh. Takum 06pa3om, KpUTEPUSMU He-
BKIOYEHUS SIBASNNCL: OCTPbIA KOPOHAPHbIA CUMHAPOM, OCTPOE
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HapyLLeHWe MO3roBOro KpoBOOOpPaLLEHUs, 0CTPas CepLe4Hast Hefjo-
CTaTO4HOCTb, HANMYKUe OCTPOrO MK XPOHUYECKOTrO BPOHX00BCTPYK-
TUBHOTO CWUHLPOMA, XPOHWUYECKO GONE3HW MO4YeK CO CHUKEHWUEM
CKOpOCTW Kny604koBOW punbTpauun meHee 30 ma/mun/1,73, Ha-
PYLLEHUS PUTMA (4acTas 3KCTPACMCTONNA, NOCTOAHHAA UIN NapoK-
cusmasnbHasa hopma uOpUANALMM U TPeneTaHus npeacepanit) n
NPOBOAMMOCTM CepALa (aTPMOBEHTPUKYNAPHAA 6NnoKaga) U HeBo3-
MOXXHOCTb HaX0X[EHUS B MarHUTHO-pe30HAHCHOM ToMorpade. Mo-
CNe BbINOMHEHUS UCCNEeA0BaHNSA Y BCEX NALMEHTOB Oblfa BbINOMHEHA
1HBa3nBHas kopoHaporpadms unu MCKT aHrnorpadns ans oLeHKU
aTepoCKNepoTMYECKOro nopaxeHus KA n conoctaBneHus CTeneHm
UX NopaXxkeHus ¢ pesynsTtatamu ctpecc-MPT cepaua.

MpoTokon uccnefoBaHus

Wccnenosanme ctpecc-MPT cepaua ¢ AT® npoBoaunoch Ha-
TOWAK C NPeaBapuTesibHON OTMEHOM aHTMAHIMHANBHON Tepanuu
3a 48 yacos o nposegeHus ctpecc-MPT cepaua, oTkasa 0T Ko-
(henH-coaepxalynx NpoLyKTOB U KypeHus 3a 12 4acos Ao uccre-
noBaHusa. AT® seoguncsa u3 pacdeta 160 MKI/Kr/MUH B Te4eHue
3-6 MWHYT [0 HacTynyieHUs reMoANHaMUYeCcKOro OTBeTa B BUfe
npupocta 4GC 6onee 10 ya/MUH nau NOABREHUS HEXeNaTeNbHbIX
NO60YHbIX PeaKLMid, TAKUX KaK 3aTpyAHeHWe AblXaHus, ronoBHas
60/1b, 4yBCTBO Xapa, TKECTb B rPYAHOI KneTke. [poToKon nccne-
[0BaHUS BKIKOYan NpoBeAeHne KUHo-nocnenosarensHocteir MPT
cepaua (SSFP — steady-state free precession), nepdy3nio mno-
KapAa B NOKOe 1 Ha (hoHe (hapMakosiornyeckon Harpysku ATO, u
OTCPOYEHHOE KOHTPACTUPOBaHWeE Ans UCKNOYeHNs py6LIOBOrO no-
paxeHus muokapna. Metoauka soinonHeHns ctpecc-MPT cepaua
¢ AT® onucaHa panxee [7].

BusyanbHblid aHanus

AHanma n306paxeHnii NPOBOANIICA BU3yanbHO B COOTBETCTBUN
¢ 16-CermeHTHON MOAENb0 MUOKapAa NeBoro xenynodka Amepu-
KaHckoro O61LecTBa KapAnosoroB Ha ypoBHe 6asanbHbIX, CPEeAHUX
11 BEPXYLLEYHbIX CErMEHTOB. 3a CTPECC-UHAYLNPOBAHHbIA ULLIEMU-
4ecKuin fedekT nepdy3nn NpUHMManach 30Ha rmnOUHTEHCUBHO-
CTU CUrHana npu nepBoM NPOXOXEHUM KOHTPACTHOrO npenapara,
KOTOpas COXpaHANach Ha MpOTSHKEHUM He MeHee 3 MocrefoBa-
TeSIbHbIX M306PXEHNI Ha (DOHE HarpysKu, Npu OTCYTCTBUK TaKo-
BOV Ha 1300paxKeHusx nepdysum nokos. Kputepmem achdextns-
HOCTU (DapMakonornieckoin Harpysku, nomumo npupocrta 4CC Bo
Bpems UHGy3um AT®, 9BNSN0Cb COXpaHeHne TUNOUHTEHCUBHOIO
CWUTHaNa 0T CeJIe3eHKM Ha Cepun N306paXeHII CTpecca.

CTaTUCTUYECKUI aHanu3

KayecTBeHHble [aHHble NPeACTaBneHbl B BuAe abCONOTHOrO
3Ha4YeHns (n) WU NPOLEHTHbIX poneit (%). Konn4ecTBeHHbIe AaH-
Hble NPeACTaBfeHbl B BUAE CPELHEr0 3HA4eHWs, CTaHAAPTHOro
0TKNoHeHus (SD) n 95% poseputenbHoro uutepsana (AW) ans
HOPMa/IbHO pacnpeeneHHbIX BbIOOPOK, U MeaunaHbl (Me), HuxHe-
ro n BepxHero keaptuneit (25-75%; Q1-Q3) — ang HeHopMasbHO
pacrnpefenieHHbIX BbIGOPOK. HopMansHOCTb pacnpefeneHus oLe-
HUBaNK ¢ NOMOLLbLO Kputepusa LWanupo-Yunka. CpaBHeHue rpynn
M0 Ka4eCTBEHHbIM NPU3HAKaM BbIMOSHANOCHL METOA0M CPABHEHUS
NPOLEHTHBIX [0MEN NPU aHaNn3e YeTbIPEXNOonbHbIX TabsnL, conps-
)KEHHOCTU C NOMOLLbI0 TOYHOro Kputepus ®duilepa, ecnu 4ucno
0Xnaaemblx sBneHniA 6bino MeHee 10. lMpu oXxuagaemom yucne
sBneHunint 6onee 10 — ¢ nomolbto xu-keaapara MupcoHa. CpasHe-
HUEe [BYX Tpynn no KONMMYECTBEHHOMY NOKa3aTesl, UMetoLLemy
HOpMarnbHOe pacnpefenexue, Npu ycroBuM paBeHCcTBa AMCNEPCHiA
BbINOMHANOCH ¢ nomoLbto t-kputepus CTblofeHta n U-kputepus
ManHa YuTHW. 3Ha4eHne p<0,05 yKa3biBano Ha CTaTU4eCKM 3HA4M-
Myt0 pasHuuy. CTaTUCTMYECKNIA aHAU3 BbIMOSTHEH C MCMNONb30BA-
Huem nporpamm StatTech v. 4.0.5 (paspa6otynk — 000 «CraTTex»,
Poccus); Jamovi (Bepcus 2.3.28.0).
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PE3YJIbTATbI

KnnHuyeckas xapakTepucTuka nalueHToB NpefcTaBfieHa B Tab-
nnue 1.

B tabnuue 1 ykasaHo, 4yto rpynna nauuentos ¢ GJ1 2 Tuna cTa-
TUCTUHECKN 3HAYMMO Yalle MMena apTepuanbHyl rMnepTOHNIO
(94,9%), 60nee BbICOKME NOKA3aTeNu rKO3bl, TPUMULEPU0B B
OMOXMMUNYECKOM aHANI3e KPOBK, @ TaKXXe 60J1ee HU3KYI0 CKOPOCTb
KNy604KOBOW PMNbTPALMI NO CPABHEHUIO C NOAPYNMON nawyueH-
ToB 6€3 C[1 2 Tuna. JlekapcTBeHHas Tepanus CTaTUCTUHECKN 3Ha-
4IMO He pasnuyanacb B 06eux rpynnax nalueHToB, 3a UCKNH0Ye-

HUEM Nnpuéma caxapoCHUKAKOLLLE) Tepanui B rpynne nawuueHTos ¢
G 2 Tuna. Mo ocTanbHbIM NOKA3aTensm rpynnbl 66171 CONOCTaBU-
Mbl MeXay co60i. Y naumeHToB ¢ Gl npeBanupoBani Xanobbl Ha
0AbILWKY (64,1%), KoTOpas ¢ Y4ETOM COMYTCTBYHOLIMX (PAKTOPOB
pucka NBC 6bina pacueHeHa Kak 9KBUBANEHT CTEHOKapAuML.

3a 00CTPYKTMBHOE NnopaxeHne KA npuHUManoch Hanuyue cre-
Ho3a npoceeta KA 6onee 50%. lMaumneHTol ¢ nopaxeHuem KA me-
Hee 50%, a TaKXXe C YCTaHOBJIEHHbIM PaHHee CTEHTOM 6e3 Npu3Ha-
KOB PeCTeH03a Ha MOMEHT UCCNe0BaHMs, OTHOCUIIUCH K Fpynne ¢
arepocknepoTtuyeckum nopaxeHmem KA meHee 50%.

Tabnuua 1. Knunnyeckas xapakTepucTuka nayMeHToB [COCTaBNEHO aBTOPAMU Ha OCHOBE CTAaTUCTUYECKMX aHHbIX]
Table 1. Clinical characteristics of patients [compiled by the authors based on statistical datal

MNokasarenu
Mon )KBHCKVIV‘I
MY>KCKOIA
Bospacr
ApTepuanbHas runepToHus
KypeHue
OTAroLLeHHas HacneACTBEHHOCTb MO CepAEYHO-COCYANCTLIM 3a00/1EBAHNAM
OXupeHue

Haekc macebl Tena

[Nt0K03a NpK NOCTYMNIeHUN

[NNKUPOBAHHBIA reMOrno6uH

O6LLMI XoNnecTepuH

JunonpoTenapbl HU3KOIA NAOTHOCTH
Tpurnuuepuasl

KpeatuHuH

CkopocTb Ky604KOBOI hunbTpaLmm

MNTB NBC

TunuyHas cTeHokapans

ATnnunyHas cTeHoKapaus

HeaHrnHosHas 60s1b

Opbiwwka

ATepockepo3 KopoHapHbIX apTepiid 6onee 50%
MoCTUHAPKTHBIV KapanocKnepo3

YpeckoXXHOe KOPOHAPHOE BMELLIATENbCTBO CO CTEHTUPOBAHMEM B aHAMHE3e
JlekapcTBeHHas Tepanus

beta-6r10karops!

briokaTopbl KanbL1eBbIX KaHaNoB

HrbuTOpBI aHMMOTEH3NMHNPEBPALLAIOLLErO (hepMeHTa
AHATOrOHNCTbI PELIENTOPOB aHMMOTEH3NHA
AHTWarperaHTbl

CTatuHbl

J3etemMn6

buryaHuapi

Mpenapatb! CyNbGOHUIMOYEBUHbI

uann-4

UHITIT2

WHCynuHbI

MauuenTol 6e3 C[1  Maumentol ¢ CL YpoBeHb
(n=16) (n=39) 3Ha4UmocTy p
9 (56,2%) 28 (71,8%)

7 (43,8%) 11 (28,2%) 0,264
62,00 [59,00; 65,25] 65,00 [62,00; 68,00] 0,092
11 (68,8%) 37 (94,9%) 0,018
3(18,8%) 6 (15,4%) 0,710
4 (25,0%) 16 (41,0%) 0,262
7 (43,8%) 17 (43,6%) 1,0
28,9+ 3,36 29,9+4,07 0,436
4,84 [4,76; 5,50] 6,79 [5,71; 8,3] <0,001
- 6,75 [6,20; 7,78] -
4.213,89;5,13] 4,53 [3,5,5,63] 0,993
2,32 [1,98;2,79] 2,06 [1,58;3,42] 0,583
1,33 [1,14;2,47] 1,94 [1,65;2,47] 0,007
70,8 [64,4;75,1] 74,7 [63,3;86,2] 0,331
95 [86,0; 100,0] 86 [72,5; 96,0] 0,008
19[12; 26] 14 [11; 22] 0,317
7 (43,8%) 7(17,9%) 0,085
4 (25,0%) 12 (31,6%) 0,629
4 (25,0%) 18 (47,4%) 0,145
6 (37,5%) 25 (64,1%) 0,083
7 (43,8%) 18 (47,4%) 1,000
1(6,2%) 1(2,6%) 0,501
4 (25,0%) 2 (5,1%) 0,053
11 (68,8%) 25 (64,1%) 0,742
6 (37,5%) 15 (38,5%) 1,000
4 (25,0%) 11 (28,2%) 0,808
5 (31,2%) 20 (51,3%) 0,237
11 (68,8%) 19 (48,7%) 0,237
12 (75,0%) 30 (76,9%) 1,000
- 1(2,6%) -

2 (12,5%) 28 (71,8%) <0,001
- 6 (15,4%) -

- 7(17,9%) -

- 4 (10,3%) -

- 7(17,9%) -

lTpumeydanne/Note: kKomyecTBeHHbIE JaHHbIE NPEACTABNEHbI B BUAE MeauaHsl (Me) n HumxHero n BepxHero kaptuned [Q1; Q3]; cpegHero
3HayeHns (M) n ctaHgapTHoro otkinoHenns (SD). Ka4ecTBeHHbIe JaHHbIe NPeACTaBAEHb! B BUAE aOCOMOTHOIO YuCaa (1) M MPOLEHTHbIX
Joneni (%). (Quantitative data are presented as median (Me) and low and up quartiles [Q1; Q3]; average (M) and standard deviation (SD).
Qualitative data are presented as absolute number (n) and percentage (%)).

[TTB VIbC — npefTecToBasi BEPOSTHOCTb UlLieMUYeckov 60s1e3Hm cepgua (PTP CHD - pre-test probability of coronary heart disease, u/]l11-4 —
uHrMeuTops! gunentugunnentugass! (DPP-4 inhibitors — dipeptidyl peptidase-4 inhibitors), nHITIT2 — uHrnbuTopbl HATPUIA-ITIHOKO3HOTO
KoTpaxcrnopTepa 2-ro tuna (SGLT2 inhibitors — sodium-glucose cotransport protein-2 inhibitors)
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MEP®Y3UA MVOKAPOA Y MALUVEHTOB C CA MO JAHHbBIM CTPECC-MPT CEPALIA C AT®

Y Tpex nauueHTOB UCCef0BaHNe ObIN0 NPeKpaLleHo A0CpoY-
HO MO HEXENaHWI0 NaLMEeHTOB NPOAO/KATL UCCNeA0BaHNe (nN=2)
N n3-3a pa3sutus Gpagnkapanu mexnee 50 ya/mun (n=1). V aByx
NauneHTOB aHann3 N300 paxKeHnin CTpecca He NPOBOAWIICA B CBA3Y
C HeJOCTaTO4HOM (hapMakosIorM4eckoii Harpy3komn, kotopas 6bina
OLIeHEeHa No OTCYTCTBUIO XapakTepa W3MEeHEHWUs CUrHana ot cese-
3EHKI Ha MOJTyYeHHbIX N306paxeHnsax cepun ctpecca. OfHO nc-
CnefioBaHMe ObIN0 UCKKOYEHO M3 aHanM3a 13-3a ero HeynoBneT-
BOPWUTENIbHOTO Ka4yecTsa. Takum 06pa3om, BU3yanbHOMY aHanu3y
noaseprancs 49 nccnegoBaHui.

113 paHHbIX TabnuLbl 2 CReayeT, 4To B rpynne nauneHToB 6e3 G
BbISIB/IEHNE CTPECC-MHAYLMPOBAHHbLIX AedeKTOB nepdysun 66110
CTaTUCTUHECKM 3HAYMMO aCCOLMMPOBAHO C 0OCTPYKTUBHLIM Nopa-
xeHunem KA 6onee 50% (83,3%), a ux 0TCYTCTBME — C HEOBCTPYK-
TUBHbIM nopakeHnem KA unu cteHozom npocseta KA menee 50%
(88,9%), p=0,011.

B rpynne nauneHtoB ¢ CL cTpecc-uHAYLMPOBaHHbIE AedeKTbl
nepcdysnn 4ale BbIABNANUCL HA (DOHE OTCYTCTBUS O6CTPYKTMB-
Horo nopaxeHns KA (36,4%), 4em B rpynne nauueHtos 6e3 C[J
2 mna (16,7%). Y 1 naumenta ¢ C[ u nopaxeHuem KA menee
50% wuMenuchb Xanobbl Ha TUMUYHYIO CTEHOKApPAMIO Hanpsxe-
HWUS. Y OCTanbHOM YacTu nauueHToB (n=7) 06HapyXeHue CTpecc-
WHAYUMPOBAHHOW ULLIEMUM MUOKapAa COMPOBOXAANOCh aTunuy-
HOW KNUHWYECKON KApTUHOW CTeHOKapauu. HactoTa 06HapyXeHus
nedekToB nepdysuu B rpynne nauyneHtos ¢ Gl He 6bina cratu-
YeCKW 3HAYMMO acCoLMMPOBAHA C HANM4YMEM 0OCTPYKTUBHOIO No-
paxeHus KA 6onee 50% (p=0,071).

CTpecc-nHAayLUMpOBaHHbIe Aed)ekTbl nepdy3nn npum Heo6CTPYK-
TUBHOM nopaxeHun KA umenu cy63HaokapananbHbIn LMpKynap-
HbIA xapakTep (puc. 1).

Mpu aHanu3e o6LLel rpynbl NALNEHTOB YacTOTa 06HAPYKEHUS
LeeKToB nepdy3nn Muokapa 6biia cTaTUCTUHECKM 3HAYUMO ac-
COLMMPOBAHA C HANM4YMeM 0BCTPYKTUBHOIO nopaxeHus KA 6onee
50% (p<0,01).

Mo paHHbIM Tabnuubl 3 NpW NONOXUTENBHOM pe3ynbTare
ctpecc-MPT cepaua y naumentoB ¢ G oTmedvanoch 6onee pac-

NPOCTPaHEHHOE NOPaXeHWe B Bie 6OMbLIEr0 KONM4YecTa nopa-
KEHHbIX CErMEHTOB.

OBCYXJEHWE

B Hawem nccnegosanum npoLemMOHCTPMPOBAHbI BO3SMOXHOCTY
ANAarHOCTMKM ULLIeMUM MUOKapaa y naumeHtoB ¢ CL Ha ctagmu
paHHUX (DYHKLMOHAMbHLIX W CTPYKTYPHbIX M3MeHeHun KA, 06-
ycnosneHHbix KM, ¢ nomouwipto ctpecc-MPT cepaua ¢ oteye-
CTBEHHbIM (hapmakosiornyeckum npenapatom — ATO.

O6HapyXXeHHble pasnuyns Mexay rpynnamu y nauuneHtos ¢ CL
2 TMNA B BUAE PacnpoCTPAHEHHOCTW apTepUabHON TUNepPTOHUM
W CHUWKEHWUWN CKOPOCTW KNy604KOBOM (DUALTPALMM CBA3AHbI Ha-
nnynem LUABETUYECKON MUKPOAHrMONaTUM Y AAHHbLIX NaLMeH-
TOB. VIHCYNMHOPE3NCTEHTHOCTb, XPOHUYECKas runeprankeMns
W TUNEPUHCYNINHEMUS BHOCSAT BKNAZ B PasBUTME LMAGETUYECKON
SHOOTENMANIbHON AUCCYHKUMN U PAHHUX (DYHKLUOHANBHBIX W3-
MEHEeHUI MUKPOCOCYANCTOro pycna [8]. YBenuyeHue ypoBHs Tpu-
rANLEPUIOB TaKXKe ABNAETCH CNEACTBUEM CBOACTBEHHOrO Ans GO
HapyLLeHNa NUNUAGHOrO 06MeHa, KOTOPOe NOMUMO TUMEepPTPUrin-
LepuaemMnn xapakTepuayeTtcs yBesm4eHnemM KOHLEHTpaLuu nuno-

PucyHok 1.

CTpecc-MHAYLMPOBAHHDIN
UMPKYNSAPHbIA aedekT nepdy3un MUOKapaa (ykasaH cTpenkamu) y
naumenTkn 62 net ¢ C[] 2 Tuna Ha (hoHe HeOBCTPYKTUBHOIO NOPaXEHUs
KOPOHapHbIX apTepuii [BbinonHen aBTopamu]

Figure 1. Stress-induced subendocardial circular myocardial defect
(shown by arrows) of patient 62 years old with diabetes mellitus with
non-obstructive coronary arteries [performed by the authors]

cy63HA0KapaAnanbHbIiA

Tabnuua 2. Boissnexue aedhektoB neptysuu Muokapaa B 3aBUCUMOCTH OT HanMuns caxapHoro guabeTa u KOPOHAapHOro aTepocknepo3a

[cocTaBneHo aBTopamu Ha OCHOBE CTATUCTUYECKMX iaHHbIX]

Table 2. Detection of perfusion myocardial defects in patients depending on the presence of diabetes and coronary atherosclerosis [compiled by

the authors based on statistical datal

Arepocknepos KA 6onee 50% (n=17)
Maupentsl ¢ CL (n=34)
Arepocknepos KA menee 50% (n=17)

Arepocknepos KA 6onee 50% (n=6)

Mauwentol 6e3 CL (n=15)
Atepocknepo3 KA meHee 50% (n=9)

Hanu4ue BU3yanbHbIx
nechekTos nepcpysnm (%)

OTcyTCTBUE BU3YANbHbIX
pechektos nepcpysun (%)  p

(n=28) (n=21)

14 (63,6) 3(25,0) 0071
8 (36,4) 9 (75,0) ’
5(833) 1(11,1) 0011
1(16,7) 8(889) ’

[Mpumeyanne/Note: faHHble NpeLCTaBieHb! B BuAe abCOMOTHOMO Y1caa (n) u npoueHTHbIx gonen (%). Data are presented as absolute
numbers (n) and percentage (%). GL] — caxapHbiii guabet (DM — diabetes mellitus), KA — kopoHapHsie apTepuii (CA — coronary arteries)

Ta6nuua 3. Pasnuuue no Konuyectsy fedekTos y nauueHTos ¢ Gl n 6e3 C[] [cocTaBneHo aBTOpaMu Ha OCHOBE CTAaTUCTUYECKUX [aHHbIX]
Table 3. Difference by numbers of defects in patients with diabetes and without diabetes [compiled by the authors based on statistical data]

Maumentsl ¢ CI (n=22)
Mauwentol 6e3 CL (n=6)

Konuyectso pedhekro p
6,45+3,78 (4,78-8,13)

0,050
3,17+1,60 (1,49-4,85)

lMpumeyanne/Note: Konn4ecTBEHHbIE JaHHbIE NPEACTABIEHbI B BUAE CpeAHero 3Havyenns (M), ctaHgapTHoro otkinoHenus (SD) n 95%
JoBepuTenbHoro nHtepsana. (Quantitative data are presented as median (Me) and low and up quartiles [Q1; Q3]; average (M), standard
deviation (SD) and 95% confidence interval. CL] — caxapHbii guatber (D — diabetes)
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npoTengoB HU3KoM nnotHocTu (JIMHIT) u cHKEHMEM KOHLeHTpa-
L1 NUMonpoTenaoB BbICOKON nnoTHocTw (JIMBIT) [9].

lony4eHHble Hamu pesynbTaTbl CBUAETENIbCTBYIOT O MpeBanu-
pOBaHWN BKNaga 06CTPYKTUBHOrO KOPOHAPHOr0 atepockneposa B
BbISIBSIEHIE TPAHCMUOKAPAMASIbHOM ULWEMUI MNOKapa He3aBUCH-
Mo OT Hanuyusa GI. OgHako Ha hoHe HEOOCTPYKTNBHOMO NOpaXKe-
HUs KA 'y naumeHToB ¢ Gl HAMHOrO Yalle BbISBAANUCH LMPKYAsSp-
Hble Cy6aH0KapAnanbHble AedekTbl nepdy3ni, 4em y NaLeHToB
6e3 G[I, KoTopble, BEPOATHO, CBUAETENbCTBYIOT 0 Hanuyun KM Ha
toHe GI1 2 Tmna. B uccnenoBaHusx NpoAeMOHCTPUPOBAHA BbICO-
Kas pacnpocTpaneHHocTs KM cpean naumenTos ¢ G, noATBEpX-
[leHHast HEMHBA3WBHbLIMU U NHBA3UBHbIMK MeTogamu [10-12]. B To
xe Bpema KMJ] MOXXeT aBNnSaTbCA NPOABNEHNEeM OTAEbHON (hOPMbl
NBC — MnUKpoCOCYAUCTOI CTeHOKapAuu, KOTopas accoummpoBaHa
C He6naronpusTHLIM NPOrHO30M Pa3BUTMS CEPLEYHO-COCYANCTbIX
0CNOXHeHun [13].

B Hawem uccnefoBaHn B KavyecTBe (DYHKLIMOHANBHOMO BU3Y-
anu3nNpyoLLEro MeToaa OLeHKN nepdy3n Miuokapaa 6bina Bbi-
6paHa cTpecc-MPT cepaua dapmakonornyeckom areHtom ATO.
lpenmylLecTBami JaHHOTO MeTOAA CNyXaT BbICOKaA AWArHOCTU-
yeckast TOYHOCTb M NPOrHOCTUYECKAs LEHHOCTb, NOATBEPXKAEHHAS
B KPYMHbIX UCCNE0BAHMAX, & TAKXKE OTCYTCTBWE NY4eBON HArpys-
kn [14,15]. bnarogaps BbICOKOMY NPOCTPAHCTBEHHOMY pa3peLue-
Huo MPT 1 Bu3yanusaunu cy63HL0KapuanbHOM 30HbI MUOKapaa
CTAHOBMTCS BO3MOXHbIM BbISIBIIEHE HAPYLLEHWIA nepdy3nn Mu-
0KapAa Ha cTaguu paHHUX (PYHKLMOHANbHbLIX U CTPYKTYPHbIX 13-
meHeHmnin KA scnenctaue KM,

Ipynna nauuenToB ¢ CL 2 Tna ¢ NONOXMTENbHbIMU Pe3ySib-
Tatamu ctpecc-MPT cepfua ¢ AT® xapaktepu3oBanacb 6o0nee
06LUMPHON 30HON NMPEXOAALLEN UemMn M1UoKapaa B Buae 60nb-
LLIero KOM4ecTBa NOPaXKEHHbIX CErMEHTOB MO CPaBHEHWIO C na-
uneHtamm 6e3 CL 2 Tuna. bonee pacnpoCTpaHeHHbIN XapakTep
CTPECC-MHAYLMPOBAHHON ULWEMUI MIUOKapAa MOXHO 06bACHUTDL
HanMy1em XapakTepHoro ans nauueHToB ¢ CI anddysHoro mHo-
rococyauctoro nopaxenus KA, a takxe sknagom KM[ B Hapyuie-
Hue nepdpysmn muokapaa. OgHako snusHue KM/ Ha ctaHoBneHue
NWEMWM MUOKapAa Mpyu HanU4um CTEHO3MPYIOLLEr0 MOpPaXeHus
KA ocTaetcs mManousy4eHHbIM. B HacTosLlee Bpems NOUCK ONTU-
MaNnbHOrO0 MeTOAa OLEHKN MMKPOCOCYAWUCTOr0 COMPOTMBIEHMS
Ha (hOHe KOPOHAPHOro aTepocknepo3a ABNAETCA NepCrekTUBHbIM
HanpaBJieHNEM N1 U3Y4EHN MUKPOCOCYANCTON ANCCYHKLNYA HA
(hboHe KopoHapHoro atepockneposa [16].

3AKJTHOYEHUE

Mo paHHbiM cTpecc-MPT cepaua ¢ AT® y naumeHto ¢ G wn
HEOOCTPYKTUBHLIM MOPaXEHWEM KOPOHAPHbLIX apTepuii CTpecc-
WHAYUMPOBAHHAA WLIEMUS MUOKapAa BbISBNAETCA Yalle, Yem Y
naunentoB 6e3 Gl 1, BEPOATHO, aCCOLMMPOBAHA C MOPAXEHUEM
MUKPOCOCYANCTOr0 KOPOHapHOro pycna. MomMumo 3Toro, naumeH-
Tbl ¢ G[] XxapaktepuaoBanucb 60/1ee pacnpoCcTpaHeHHbIM CTpecce-
WHAYUMPOBAHHbIM NOPAXXEHWEM MIUOKApLA N0 CPABHEHMIO C NaLm-
eHTamun 6e3 G[] He3aBMCMMO OT CTeneHu nopaxeHus KA.
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PE3HOME

JleroyHas aptepuanbHas runepteHaus (JIAI) — XuU3Heyrpoxarolee
Cepfie4HO-CoCYaMCTOR 3200/1eBaHNE, KOTOPOE XapakTepu3yeTcs Bbl-
P@XEHHbIM MOBbILLIEHNEM NErOYHOr0 COCYAMCTOr0 COMPOTUBIEHUS W
[1aBleHns B NIEr04HON apTepun BCNEACTBIE 06CTPYKTUBHOMO pemoje-
NIMPOBAHNSA IErOYHOr0 COCYAMUCTOrO pycra ¢ PasBUTUEM MPABOXENy-
[I04KOBOW CEPAEYHON He0CTaTOYHOCTM KaK MPUYMHBI NPeXAeBpeMeH-
HON CMEepTHOCTU. HapyLleHWe CUHTE3a U CHUXEHWE BUOAO0CTYMHOCTH
oKcufa asoTa NpeAcTaBnfeT cO60i OAMH U3 KITH0YeBbIX NaTO(HM3n0N0-
TNYECKMX MEXaHM3MOB Pa3BUTMS U NPOrPeCCUPOBaHNS 3a00NEBaAHNS.

B 0630pHOI CcTaTbe NpeAcTaBneHbl KKYeBble AaHHble [0Ka3aTefb-
HOI 6a3bl N0 KIMHUYECKOMY NMPUMEHEHMIO Tafanaduna — UHrMouTo-
pa occhopmactepassl Tuna 5 (MOO35), kotopeii B aBrycte 2023 T.
of06peH ®apmkomuteTom MuH3gpasa Poccun no nokasaHuto — ne-
yeHue naumeHToB ¢ JIAI. Tagakapaun KaHoH komnaHum KaHoHdapma
MpoaakLUH ABNAETCS NepPBbIM W eANHCTBEHHbIM Ha CErOAHALLIHNA AeHb
B POCCUICKOIA NPaKTIKE JIEKApPCTBEHHbIM NPEnapaToM ¢ JeiCTBYHOLLMM
BELLECTBOM Tafanaun ¢ 3aperucTpupoBaHHbIM MokasaHuem «J1AM»,
0106peHHbIM B EBpa3niicKux peKoMeHAauusx no AMarHocTuKe 1 neye-
HUIO NEroYHO runepTeH3un 2023r. n JOCTYNHLIM Ha Tepputopun PO
1 EASC. Tagakapaun KaHOH nokasaH K NPUMEHEHUIO Y B3POCHbIX Na-

uveHToB ¢ JIAT doyHkumoHanbHoro knacca Il u Il no knaccudukaumm
BO3 ans noBbILLEHUS TONEPAHTHOCTM K (PU3NYECKUM Harpy3kam. Ig-
(bekTUBHOCTL Taganacouna nokasasa npu nauonaruyeckon JTAT n J1AT,
CBA3AHHOI C 3a60N1eBAHUAMI COENHUTENbHOI TKaHW. PekoMeHyemas
no3a coctasnset 40 mr (2 Tabnetku no 20 mr) oauH pas B cyTku. B
CTaTbe OMUCaHbl MexaHWU3M AeicTBUS U hapmakonormyeckne acdoek-
Tbl MHMMOUTOPOB hocdroamacTepasbl Tuna 5 (MPL35), 0co6EHHOCTY
thapmakoKMHEeTMKN Taganaduna B CPaBHEHUM C APYrMMM npenapaTtami
Knacca.

MpenmyLiecteamu npenapata Tagakapauna KaHoH KomnaHuu KaHoH-
(hapma [lpofakilH ABNAOTCA [OKa3aHHaA 3(hEKTUBHOCTb MpUMe-
HeHus y nauweHToB ¢ JIAT, yno6CcTBO B NPUMEHEHUI, 0BYCNOBEHHOE
OHOKPATHbIM NPUEMOM B CTaHAAPTHOI 4036 2 TabneTkn no 20 Mr oauH
pa3 B [IeHb; XOPOLLIAsA NepPeHOCMMOCTb M 611aronpuUsATHbIA Npodounb 6e3-
OMaCcHOCTY; JOKa3aHHas 6MO3KBUBANEHTHOCTb pedpepeHTHOMY npena-
paty. B cBeTe HOBbIX EBpasuiiCKMX pekOMEHAALMIA NO AMArHOCTUKE K
nedexuto J1I Taganacpun nMeeT WUPOKOE Nofe A8 KNUHNYECKOro npu-
MEHEHWS, YTO NO3BOUT YNYHLLUNTL BO3MOXHOCTM Ne4eHNs NALMEHTOB C
NAT Kak B pexxume MOHO-, TaK 1 KOMOUHUPOBAHHOI Tepanui.

Kntoyesbie cnoBa: nero4Has aprepuansHas runepteHsns, JTAT-cneuuduyeckue npenaparsl, UHIMOMTOPLI (h0CHOAMacTepasbl TUNa 5, Taganadgun

Kouchnukt nitepecos. ABTop cratbu MapTbiHioK T.B. aBNnseTca 4neHom
pefakLMOHHOIO COBeTa XypHana «EBpasuiicknii Kapanonoruveckuii
JKypHan», HO He UMEET HWKAKOr0 OTHOLLIEHWS K PELUEHNH0 Ony6mnmnKo-
BaTb 3Ty cTaTbt0. GTaTbs MpoLWa MPUHATYIO B XypHane npoueaypy

P< TRUKHINIV@MAIL.RU

peLeH3upoBaHus. 06 UHbIX KOHMIIMKTAX UHTEPECOB aBTOP He 3asBnAN.
duHancupoBanme. Ctatbs NOArOTOBAEHA NPU (DMHAHCOBOW NOAAEPIKKE
KomnaHum KaHoHdpapma MpofakiuH.
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SUMMARY

Pulmonary arterial hypertension (PAH) is alife-threatening cardiovascular
disease that is characterized by a marked increase in pulmonary vascular
resistance and pulmonary artery pressure due to obstructive remodeling
of the pulmonary vascular bed with the development of right ventricular
heart failure as a cause of premature mortality. Impaired synthesis and
reduced bioavailability of nitric oxide is one of the key pathophysiological
mechanisms of the development and progression of the disease.

The review paper presents key data from the evidence base on the
clinical use of tadalafil, a phosphodiesterase type 5 inhibitor (PDE5),
which in August 2023 approved by the Pharmaceutical Committee of
the Russian Ministry of Health for the indication — treatment of patients
with PAH. Tadacardil from Canonpharma Production is the first and only
drug in Russian practice today with the active substance tadalafil with
the registered indication “PAH”, approved in the Eurasian Guidelines
for the diagnosis and treatment of pulmonary hypertension 2023 and
available on the territory of the Russian Federation and the EAEU.

Tadacardil is indicated for use in adult patients with PAH functional
class Il and Il according to the WHO classification to increase exercise
tolerance. The efficacy of tadalafil has been shown in idiopathic PAH
and PAH associated with connective tissue diseases. The recommended
dose is 40 mg (2 tablets of 20 mg) once a day. The paper describes the
mechanism of action and pharmacological effects of PDE5 inhibitors,
features of the pharmacokinetics of tadalafil in comparison with other
drugs of the class.

The advantages of Tadacardil from Canonpharma Production are
the proven effecacy of use in patients with PAH, ease of use due to a
single dose of 2 tablets of 20 mg once a day in a standard dose; good
tolerability and favorable safety profile; proven bioequivalence to the
reference drug. In light of the new Eurasian recommendations for the
diagnosis and treatment of PH, tadalafil has a wide field for clinical use,
which will improve the treatment options for patients with PAH both in
mono- and combination therapy.

Keywords: pulmonary arterial hypertension, PAH-specific drugs, phosphodiesterase type 5 inhibitors, tadalafil
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MECTO TAOATIAPUIIA B TEPATN JIALC

CoBpeMeHHas naToreHeTUYeckas Tepanus MO3BOSMMA CyLue-
CTBEHHO YMyYLINUTb NPOTHO3 NAaLMEHTOB C JIErOYHOM apTepuanb-
HOW runepTeH3nen (JTAI) — »NU3HeYyrpoXarLLero cepAeyHo-co-
CYAMCTOro 3a60J1eBaHNSA, KOTOPOE XapaKTepU3yeTCs BbIPAKEHHbIM
NOBbILIEHMEM JIero4Horo cocyguctoro conpotusniedus (JICC)
W [aBNeHWs B NEroYHO apTepuu BCNeCTBUME OOCTPYKTUBHOIO
PEMOJENMPOBAHNA JIErOYHOr0 COCYAMCTOro pycna C pasBuTUEM
NpPaBOXeyL04KOBON CEPAEYHON HELOCTATOYHOCTM KaK MPU4UHbI
npexnespemMeHHoi cmepTHOCTM [1-3].

B 2022 r. EBponeiickum obLiectBom Kapanonoros (ESC) u Es-
pONencknM pecnmpatopHbiM 06wecteom (ERS) no amarHocTtuke
W neyveHnto neroyHom runeptensmn (JIN) NnpeanoXxeH HOBbLIA Ana-
THOCTUYECKNA KPUTEPUIA — MOBbILLEHWE CPeLHEero AaBneHus B
nerovHon aptepuu (cpJ1A) >20 Mm pT. CT. B NOKOE MO [aHHbLIM
KaTeTepu3aumm npasbix otaenos cepaua (KNOC) [2]. NAT sasns-
eTca npekanunnapHon copmont JII npu otcyTcTBUM 3a60neBa-
HWUIA NErkux, XpOHMYeCcKon TPOM603IMO0UN B CUCTEMY JIErOYHON
apTepuu, Opyrux peaknx 605e3Heil Kak BO3MOXHBIX MPUYNH MO-
BbILLEHNA [aBneHus B neroyHoint aptepun (IJ1A) [2]. HoBble ana-
rHoctnyeckue kputepun JTAI — cpAJ1A >20 mm pT. CT., IaBfeHue
3aKNNHUBAHMSA B NIEr04HONM aptepun <15 mm prt. cT., JICC >2 E[]
Byna, npuHATLI 1 B HOBbIX EBPA3NACKUX PEKOMEHAALMSAX MO Ana-
rHoCTUKe 1 nevexuto JT 2023 r.

B cnoxHom natoreHese JIAI BaXKHyt0 poNib Wrpaet 3HAoTe-
nuanbHas IMCMYHKUMA, Npu KOTOpOW GypHas nponudepaums
COCYLUCTLIX KNETOK B YCNOBMAX MOLABMNEHHOr0 anomnro3a, BOC-
NanuTenbHbIN NPOLECC, BA30KOHCTPUKLUMA W Tpom60o3 in situ
CMOCOBCTBYIOT CY)XXEHWIO unu o6nuTepauun Menkux neroyvHbIX
apTepuii n apTepuos 1 NOBbLILIEHUKD CONPOTUBNIEHUS JIETOYHbIX CO-
cynoB [4]. Maton3nonornyeckon 0CHOBOM yKa3aHHbIX MpPoLec-
COB BbICTYNaeT Anc6anaHc Ba30aKTUBHbIX BELLECTB, 06MAAILLMX
nponndepaTUBHLIM 1 BOCNANNUTENIbHBIM NOTEHUMANOM — runep-
NPOAYKLNA Ba3OKOHCTPUKTOPHBIX (3HAOTENNH-1, TpomboKcaH A2,
CEPOTOHUH) N CHUXEHWE CUHTEe3a Ba30LUNaTUpYoLLNX Meanaro-
poB (okcupa asota (NO), npoctaumknuu [1-7]. Pemoaenuposanme
NEroYHbIX COCYLOB ABMAETCH PE3yNnbTaToM nponaudepauun 3H-
LOTenus, rnagkoMbiLLeYHbIX KNEeToK, (prubpo6bnacToB BCEACTBUE
NaTosorMyeckon akTmeaLnm hakTopos TPAHCKPUMLMN B YCIOBUAX
HapYLUEHWs NPOLeCCOB MUTOXOHAPUANTbHOIO [bIXaHUS C YCUEHU-
€M 3HepreTU4ecKoi 3aBUCUMOCTW OT a3pobHOro rankonusa [6].
Martonormyecknii NpoLecc 3axsaTbiBaeT 1 afABEHTULNIO, B KOTOPO
0TMEYaeTCs MOBbILLIEHHAA NPOAYKLNA BHEKIIETOYHOr0 MaTpukca-
KonnareHa, anacTuHa, MOPOHEKTUHA 1 TeHacLmMHa [2,4].

HapyweHne cuHte3a n cHuxeHne 6uopoctynHoctn NO npea-
CTaBffeT co60i OAMH W3 KITHOYEBbIX NATOU3NONOTMYECKUX Me-
XaHU3MOB passutua 1 nporpeccuposanus JIAT [1-7]. Mpu um-
MYHOTUCTOXUMUYECKUX WMCCNEJOBAHNAX B KIETKax SHAOTenus
NeroYHbIX cocyfoB 60MbHbIX ¢ nauonatuyeckon JT (1) nokasa-
HO CHWXeHWe akcnpeccun angotenuansHoii NO-cuHTassbl (eNOS)
[8]. Mpopykums NO onpefensieTcs MHOXeCTBOM (DAKTOPOB TakuX,
kak akcrnpeccus reHa NO-cuHTasbl, akTuBHOCTb NO-CWUHTa3bl K
ocoamnactepas (PL13), obecnedqmBatowmx perynsumi npo-
OYKUMM LUMKIMHUYECKOro ryaHo3nHmoHodocdata (UrM®) u ero
NOCTCUHTETUYECKOro okucneHns [1-10].

Ha pa3HbIX UCTOPMYECKNX dTanax Ans nevyeHus nauueHTos ¢ JTAD
NpUMeHsUch WHranaunorHsli NO, cy6eTpar ons ero cuHTesa —
L-apruHuH, a TakXe npenaparbl, CMOCOOCTBYIOLLME MPOAYKLUM
urM®. B pesynbTate KOMMNIEKca 3KCNEPUMEHTANTbHBIX U KNUHUYE-
ckux uccnenosanuii npu JIAT uHrnéutopsl ®3 tuna 5 (MOLI5)
CTa/I1 MepBbIM K/1acCOM NepopaibHOi NaToreHeTNYecKon Tepanum
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C BO3JeNCcTBMNeM Ha curHanbHbli nyte NO, [0Ka3aBLUUM NONOXMU-
TeJSIbHbIA 3D HEKT Ha PEMOLENNPOBAHME JIErO4YHbIX COCYL0B, (DYHK-
LIMOHANbHbIN CTATYC 1 MOKA3aTen Nero4HON reMOANHAMUKI Y 3TOI
Kateropuu nauueHtos [1,3,5-7,11]. CungeHadpuna uutpar sBuncs
nepebIM nNpenapatom knacca N®35, kotopsii 8 2005r. 6611 040-
6peH AAMMHMCTPALME NO KOHTPOSTIO KavecTBa MPOAYKTOB MuUTa-
HUA 1 NekapcTBeHHbIX cpeacts (FDA) ans neveHns 60nbHbIx JIAT ¢
(pyHKUMOHaNbHbIM Knaccom (OK) II-1V (BO3) ¢ Lenbio ynysiueHus
NepPeHOCMMOCTU PU3NYECKNX Harpy3oK B fo3e 20 Mr X 3 pasa B
cyTku [2,5]. B 2009 r. ans neveHns 6onbHbix JTAT ¢ @K 1I-IV (BO3)
3a py6exxom 6bIn 006peH Taganadpun 20-40 mr 1 pas/cyTkn [2,5].
B poccuitckoi npakTuKe Ha NPOTSXKEHWUM MHOTUX J1eT, Ha4YuHas
¢ 2011 r., eanHcTBeHHbIM D35, 0106peHHbIM DApMKOMUTETOM
MwuH3aapasa Poccun ansa nedeHns 6onbHbIX ¢ JTAT, 6bI1 cUngeHa-
¢huna yupart [1,3,6,7]. B arycte 2023 r. ®apmkomuteTom MuHs-
Apasa Poccun ofobper Taganadun komnanum KaHoHdapma Mpo-
JaKWH (Tagakapaun KaHoH, Poccus) Kak nepBsblil U eJMHCTBEHHbIN
B PO ¢ nokasaHuem — neveHue naumeHtos ¢ JIAl [12].
Tapakapaun KaHOH nokasaH K NpUMEHEHW0 y B3POCIbIX NaLu-
eHToB ¢ JIAT ®K Il v Il no knaccudpukaumn BO3 ans nosbille-
HWUS TONIEPAHTHOCTU K (DU3MYECKUM Harpyskam. IDdeKTUBHOCTb
Taganacduna 6bina nokasaHa npu WIT u npu JIAT, cBSI3aHHON ¢
3a60NeBaHNAMN COEAUHUTENIbHON TKaHW. Pekomenpyemas f[o3a
coctasnset 40 mr (2 Tabnetku no 20 Mr) oAuH pas B cyTku [12].

MEXAHWU3M ENCTBUA U ®APMAKONOIMYECKWE 3ODEKTDI

N®O35 — cenektuBHble UHrM6UTOPBLI LIM®-3aBucumon O3
Tuna 5 (®3-5), Bbi3biBas CeNeKTUBHYIO ferpagaunio UrM® ¢ ero
MHAKTMBALME, CNOCOOCTBYIOT MOBbILIEHNO BHYTPUKNETOYHOIO
copepxaHus UIM® kak BToporo mecceHmkepa aHgoreHHoro NO
[1,3,5-7]. Takum obpazom, ulM® paccmartpuBaetcs Kak Moneky-
na-muwens npu JTAT [9,11]. Taganacun, Kak MOLLHbIA CENeKTUB-
Hbili D35, 3a cHET 6nokagbl O3-5 NOBbIWAET KOHLEHTPALNIO
UM®, 41O NPUBOAMT K PACCNabrieHnio rNafkoMbILLEYHbIX KNETOK
NIEr0YHbIX COCYA0B 1 Ba30AnNaTaLmMm JIero4Horo CocyaucToro pyc-
na[5,12,13].

Mpoaykuma ufM® ocyLiecTnseTCA NoOf AeiCTBUEM OKCMa a30-
Ta, KOTOPbIA CTUMYNMPYET PacTBOPUMYHK TFyaHWUnatuuknasy uim
NoA BAUAHUEM HATPUIAYPETNHECKNX MenTUAoB (MPeacepaHoro u
MO3r0BOr0), aKTUBUPYHOLLMX (DEPMEHT Yepes HaTpuitypeTuyeckue
peuentopsl [1,3]. Basogunatupyrowmin adpcpekt NO 3aBucut oOT
ero CrnocoOGHOCTY YBENMYMBATb U NOALEPXNBATb KOHLEHTPALMIO
UMM® B rnagkombilLeyHbIX KneTkax. NO akTUBMPYeT rmaHunatum-
Knasy, 4To cnoco6CTBYET NOBbIWEHNIO npoaykuuu urM® n Baso-
penakcauuu. 3T0T 3DAEKT ABNSETCA HEMPOAOIKUTESIbHBIM 13-3a
6bicTporo paspywenus ufM® nocpencteom ®©[13. ®3-5 ocy-
LLEeCTBNAET FMAPONN3 LMKNUHUYECKOr0 afeHO3MHMOHOodocdaTa
n urM®, orpaHu4mBas ux BHYTPUKNETOYHbIE ddekTbl. D35
YCWUIINBAIOT WU MPOJJIEBAOT Ba30ANIaTaTOPHOE M aHTUnponude-
paTWBHOE [ENCTBUE 3TUX LNKNUYECKUX HyKneotugos [9,14].

N3odbepmenTsl O3 npefcTaBneHbl B OpraHax M TKaHAX pas-
NMYHbIM 06pa3oM. ®L3-5 nokanuayetcs, rnaBHbIM 06pasom, B
NErkux, ero akTUBHOCTb KpailHe BbICOKA B NEr04HbIX COCYAAX, 4TO
NOATBEPXAAETCH AaHHbIMU AKCMEPUMEHTaNIbHbIX WUCCNef0BaHNIA
[10].

bnokapa ®[13-5 oka3biBaeT Ba3oaunaTUpyOLWmMii 3 MeKT, cno-
cO6CTBYET yMeHblUeHNo cuHTesa JHK n nponudepaumn rnagko-
MbILLIEYHbIX KNETOK, YCUITEHMIO NPOLIECCOB anonTo3a KMeTok, YTo B
COBOKYMHOCTM NMPUBOAMT K PErPECCY PEMOLENTIMPOBAHNS NEr0YHbIX
COCY/[10B.
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OcHoBHble A(h(PeKTbI:
¢ Basopunarauusa peanuayetcs 3a C4éT paccrnabnexus rnaa-
KOMBILLIEYHbIX KNETOK NEroYHbIX COCYL0B W KaNNeBbIX KaHa-
nos nof, genctauem urM®
o AuTunponudpepatmeHblil athchekT o6ecneymBaeTca 3a CHET
akTusauun urM®-3aBncumbIx NenTUAHLIX KMHA3 [14].

GAPMAKOKWMHETUKA

CunpeHacbun, Tapanacun u BapaeHacpun, ofo6peHHbie Ans
NeYeHNs 3PEKTUNbHOW AUCYHKUMN, ABNASICH CENEKTUBHLIMM
N®O35, AeMOHCTPUPYIOT pasnnyHble  (DapMakOKUHETUYECKMe
0COBEHHOCTY M CENTeKTUBHOCTb B OTHOLLEHWI Pa3fnNyHbIX M3oep-
MeHToB ®13. Bee Tpu O35 BbI3bIBAKT AMNATALMIO NIETOYHbIX
COCY[0B C JOCTMXEHNeM MaKcUManbHoro apdpekra vepes 60, 75-
90 n 40-45 MuHYT cOOTBETCTBEHHO [5]. UD35 npu HazHaueHNN
BHYTPb ObICTPO BCACLIBAKOTCA, CBA3bIBAHME C Gefikamu nnasmbl
KpoBu cocTasnser 94-96%. CKOpOCTb JOCTUXKEHUS MakcUManb-
HOIA KOHLEHTpaLuu B niasme KpoBK pasnnyaetcs (taon. 1).

Tapanacun — nepopanbHblii U®O35 ¢ HanbonbLWUM nepuo-
L0M MOMYyBbIBEAEHUS, YTO NO3BOMSET HAa3HayaTb npenapat OAMH
pas B cyTku [5,9]. Mepurog nonyxu3uu Taganacuna JocTuraet no
17,5 4acos, B TO BpeMA Kak Ans cungeHadguna v sapaeHacuna —
nuwb 4-5 yacos. PaBHOBeCHas KOHLEHTpauus Taganaduna ao-
CTUTaeTCs Ha 5-/ JeHb NpW eXe[HEBHOM NpuemMe W npesbiliaeT
nepBoHayanbHylo B 1,6 pasa, no3atomy npenapar He o6nagaet
CNOCO6HOCTLIO K Kymynauuy [12]. briogoctynHocTb cungeHaduna
coctasnset 41%, sapgeHaduna — 15%. buogocTynHocTb Tafa-
nadguna (85%) Bbl4UCNANACL TOMBKO KOCBEHHbLIM NMyTEM, TaK KakK
AKTWUBHOE BELLECTBO HE PACTBOPSIETCA B BOJE U HE MOXXET BBOLUTb-
S BHYTPUBEHHO.

Mocne npuema BHYTPb Taganadgomn 6GbICTPO BCAChIBAETCA C J0-
CTUXKEHWEM CpefHeid MakcMManbHOW KoHUeHTpauum (Cmax) B
nnasme KpoBu nNpuMepHo Yepes 4 yaca. CKOpoCTb M CTeneHb BCa-
CbIBaHKA Tafanacduna He 3aBUCST OT BPEMEHU Npruema nuLL, nos-
TOMY Tafanadui MOXXHO NMPUMEHSTb BHE 3aBUCUMOCTI OT nNpuéma
nuwy. Bpema npméma (yTpom unm Be4epoMm) He 0KasblBano Kiu-
HUYECKN 3HAYMMOTO BIUSHNS HA CKOPOCTb W CTEMNEHb BCAChIBAHNS
[3]. OAHOBPEMEHHbINA MPUEM XUPHOM NULLM YMEHbLUIAET U 3ajep-
XKMBAET BcacbIBaHue cungeHaduna. CKOpocTb W NOMHOTA BCAChI-
BaHMs BapAeHaduna TakxKe 3aBUCAT OT XKUPHOCTU MULLK: €CNK
COZIepXXaHune XNpoB NPeBbIaeT 57%, OHU YMEHbLLAKOTCS, a eCnu
cofiep>kaHue XupoB He npesbiwaeTt 30% — He nameHsTca [3].

MakcumanbHas KOHUeHTpauma Taganaduna B nnasme [oCTura-
eTCs B CpefiHeM Yepes 2 yaca nocne npuéma npenapara. CpegHnii
06beMm pacnpefesneHns B paBHOBECHOM KOHLEHTPaLUKU CoCTaBnseT

npu6NN3NTENBLHO 77 J1, YTO YKa3blBAET HA TO, YTO Tafanadmn pac-
npefenseTcs B TKaHAX OpraHusma.

Taganadun B OCHOBHOM MeTabonu3upyeTcsd M30(epMeHTOM
CYP3A4 untoxpoma P450. OCHOBHbIM LIMPKYAUPYIOLLUM MeTabo-
NINTOM SIBNIAETCSA METUNKATEXONTMIOKYPOHUL, KoTopbii B 13000 pas
MeHee akTUBeH B OTHOWeHUnM ®3-5, 4em Tapganadmn. Tagana-
(bun BbIBOANTCS NPEUMYLLECTBEHHO B BUE HEAKTUBHbIX MeTabo-
JINTOB, TNaBHbIM 06pa30oM C Kasniom (NpubnuanTesibHo 61% A03bl)
1 B MEHbLLEN CTEMeHN ¢ MoYor (NMpubnnuanTensHo 36% A03bI).

HasHadeHue Tajanacduna He PEKOMEHAYEeTcs nauueHTam, no-
CTOS\HHO MPUHUMAIOLLUM MOLLHbIe UHAYKTOPbI CYP3A4, Takue Kak
pudpamnuuuH. [Ong nauveHToB, NMPUHUMAIOLNX OLHOBPEMEHHO
MOLLHble MHrM6UTOPbl CYP3A4, Takue Kak KeTOKOHa30: Unm pu-
TOHaBUP, NPUMeHeHNe Taganaduna He pekomengyerca [12,13]. Y
nauneHToB, NOMyHAKLLMUX UHIMOUTOPbI NPOTEeassbl, CO06LLANOCH O
MEXnekapcTBeHHOM B3aumoaenctany ¢ I35 co 3Ha4uTenbHbIM
MOBbILLIEHEM KOHLEHTpauuii nocneaHux [15,16]. CungeHadun u
Taganadun cneflyeT HazHa4aTb B HWU3KUX [03aX C TLIATENbHbIM
KOHTPOJNIEM NOTeHUManbHbIX NO604YHLIX 3G(EKTOB, BKIKOYAs M-
noTOHMI. COBMECTHbIN Npuem 603eHTaHa ¢ Taganagunom conpo-
BOX[AETCA CHUDKEHMEM KOHUeHTpauun nd®[13-5 Tuna B KpoBK, 4T0
MOXET CHMXaTb 3P EKTUBHOCTb NOJO6HbLIX KOMOUHALMiA [17].

IOKA3ATE/IbHASA BA3A MO KITMHUYECKOMY

NMPUMEHEHUIO TAOANTA®UIIA

Mpwn n3yyennn Taganauna y naumeHtos ¢ JIAI perncrpaumoH-
HbIM fIBU0Cb PAaHAOMW3NPOBAHHOE [IBOMNHOE Crienoe nnale60-KoH-
Tponupyemoe uccrnegosarune PHIRST (Randomized, Double-Blind,
Placebo-Controlled Phase 3 Study of the Phosphodiesterase Type
5 Inhibitor Tadalafil in the Treatment in Patients With Pulmonary
Arterial Hypertension). Llenibto uccnefoBanus 6biio U3yy4eHue ag-
(beKTUBHOCTW 1 6e30MacHOCTM Tajanauna B pasfinyHbIX 4030-
BbIX pexumaxa (5, 10, 20 n 40 Mr 04uH pas B AeHb) B CPABHEHUM C
nnaue6o [5,18]. B 3aga4m Bxoauna oueHka BAusaHNUA Taganaduna/
nnauebo Ha KNMHUYECKYI0 CUMNTOMATUKY, TONIEPAHTHOCTb K (hu-
314eCKNM Harpy3kam, reMoAMHaMIUYecKine napameTpbl, Bpems Ao
pasBUTUS KNMHUYECKOr0 yxyawenus y 406 60nbHbIx ¢ J1AT.

Kputepnsaimn BKNOYEHNS ObInn BO3pacT He MeHee 12 net, Be-
pudmunpoBanHbin  guardos JIALC (U, JIAT BcneacTsue 3a-
60neBaHNA COEOUHUTENTIbHON TKAHW WU MpuéMa aHOPEKTUKOB,
BNY-nHbekummn, nocne Xupypruyeckoin Koppekun BpoXLeHHbIX
NOPOKOB CepAua — CUCTEMHO-NEroYHbIX LUYHTOB (Le(eKT Mex-
NpeacepaHOi Neperopoaku, AedekT MeXO Kenya04koBon nepero-
POAKW, OTKPbITLIA apTepuanbHbIi NPOTOK) He MeHee 1 rofja Hasaj

Tabnuua 1. CpaBHUTENbHbIA aHanK3 hapMaKOKMHETHKU MHIrMGUTOpOB hocthoauacTepasbl Tuna 5 [3]
Table 1. Comparative analysis of the pharmacokinetics of phosphodiesterase type 5 inhibitors [3]

JIC, cpepiHsn TepaneBTUYECKas A6contoTHas C max,

no3a (Mr/cyT.)/ KpaTHOCTb 6uogocTynHocTb  (Hr/mn) VRER | VHED L HeE) HETELRS
CYP3A4 (0CHOBHOI NyTb) 1 JKKT 80%,
Gibjgsa N G2 o) L y & CYP2C9 (zononHUTeNbHbIA NyTb)  NoYkn —13%
KT 61%,
Tapanacpun 20-40/ 1 85 378 2 17,5 CYP3A4 04K — 36%
i _ QRO
Bapaeracnn 10-20/1-2 15 20,9 1 45 CYP3A4 (ocHoBHOM) CYP3AS 1 XKKT - 95%,

CYP2C9 (DononHNTENbHbIA MyTb)  NOYKK — 5%

lMpumeyanus: C max — MakcumanbHas KoHYeHTpauns, T max — Bpems JOCTUXEHUS MakcuMasbHOW KOHLeHTpauun, T1/2 — nepuog

rosyBbiBefenns, XXKT — esny[049H0-KULLIEYHbIA TPAKT.

Notes: C max — maximum concentration, T max — time to reach maximum concentration, T1/2 — half-life, GIT — gastrointestinal tract.
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[5,18]. CpeaHuii BO3pacT naumeHToB coctasun 54 roga (ot 14 o
90 net), 60MbLUMHCTBO NALMEHTOB NPUHAAMEXaNW K eBpOneo-
naHon pace (80,5%) n 6binn xeHckoro nona (78,3%). lMpu aHa-
nnze atuonorun JTAT npeobnaganu nauuentsl ¢ UIT (61,0%)
JTIAT, accoummnpoBaHHoO ¢ 3a60neBaHeM COeANHNUTENIbHON TKaHN
(23,5%). Y 6onblumnHcTBa naumeHtos otmedanca ®OK Il (65,2%)
nnu 11 (32,1%). icxoaHas puctaHums B TeCTe 6-MUHYTHOW X04b06b!
(T6MX) cocTasuna 343,6 m.

®oHoBas Tepanua BKKYana 603eHTaH (CTabunbHas noaLepxu-
BaroLas fo3a Ao 125 mr ga pasa B AeHb Y 53,3%) NauMeHToB),
AHTUKOArynsHThbl, OUFOKCUH, ANYPETUKKM W Kucnopod. MaumeHTsl
ObIM PAHAOMWU3NPOBAHbI B OfHY M3 MATU rPynn neveHus (Tapa-
nacoun 5, 10, 20 n 40 mr unu nnaue6o). MNepBrYHON KOHEYHOR
TOYKOI NPK oLeHKe 3DEKTUBHOCTU Bbina JUHAMMUKA ANCTAHLMUM
B T6MX no cpaBHeHMto ¢ UCXOAHON Yepe3 16 Hefenb neveHus.

Mpu HasHa4eHumn Taganaduna B fose 40 mr nnave60-koppuru-
pOBaHHas AuctaHuus B T6MX [0OCTOBEPHO yBenM4munach Ha 26 m
(p=0,0004; 95% poseputensHbli uxtepsan (ON): 9,5, 44,0). Mpu-
4eM TEHJEHUNS K YNyylleHWio 0TMevanach yxe 4epe3 8 Henenb
nevyeHus. [JocToBepHbIit NpupocT anctaHumn B TBMX Habnogancs
Ha 12 Hepene (p<0,01), korpa oueHuBanach PapmMakoKMHETUKA.
Mony4eHHble pe3ynbTaThbl HE OTAMYANUCL B NOArPYnnax NeyYeHus
nauueHToB B 3aBUCWUMOCTW OT BO3pacTa, nona, atuonorun JAT,
nexogHoro ®K u gucranumn B T6MX. IHTepecHo, 4T0 MefmaHa
nnaue6o-KoppUrMpoBaHHOM AMCTaHUWM B MOArpynnne Tanana-
cuna ¢ go3om 40 Mr y 60NbHbIX C NPEALIECTBYIOLEN Tepanuel
603eHTaHoM cocTasuna 17m (p=0,09; 95% [W: -7,1, 43,0), B TO
BPEMS KaK Npu HasHavyeHuu Taganacuna B gose 40 mr paHee He
nevyeHHbIM naumertam (n=37) +44 m (95% AW: 19,7, 69,0). Oons
nauneHTos ¢ yny4ywexmem ®K (BO3) k 16-it Heaene 6bina cono-
CTaBMMOI B rpynnax taganaduna 8 fose 40 mr u nnaueéo (23%
npotus 21%). YacroTa KnuHUYeCKoro yxyflwenus k 16 Hegene y
nauueHToB, nony4asimx taganadun B fose 40 mr (5%; 4 n3 79
nauneHToB), 6blia MeHbLLe, Yem B rpynne nnaue6o (16%; 13 us
82 naumeHToB). VI3mMeHeHUs MHAEKCa OAbIWKK MO wWKane bopra
ObIIM He3HAYUMbIMU. Kpome TOro, npu npuMeHeHnn Taganaduna
B f103e 40 Mr HabnAanoch yyyiieHne N0 CPABHEHUIO C nnate-
60 psafa nokasaresieil Ka4ecTBa XWU3HW N0 ONPOCHUKY SF-36 —
(puU3n4ecKoro 1 ponesoro OyHKLMOHMPOBAHMSA, TeNeCHON 60mu,

06LLLero COCTOAHUSA 3[0P0OBbA, XUSHEHHON CUbI U COLUANBHOM0
(PYHKLNOHMPOBAHUS NPU OTCYTCTBUN 3HAYUMON AMHAMUKI MOKa-
3aresieil AMOLMOHANILHOTO COCTOSAHWUA U MCUXMYECKOro 3[0PO0BbS.
[Mpu npumeHeHun Taganadouna B Ao3e 40 Mr no cpaBHEHUKO C nna-
1e60 JocTMranoch 40CTOBEPHOE yny4lleHne n no EBponeickomy
OMPOCHNKY Ka4ecTBa Xu3Hu (EQ5D) [18].

Mpodunb No60YHLIX 3PEKTOB NpK NpueMe Taganadguna oka-
3a/1C CONOCTaBMMbIM C TAKOBbIM MPY MPUMEHEHWUI cUaeHaduna.
Haunbonee 4acTbiMi HeXXenaTeNibHbIMU SBIEHUSAMU BbISIN FONI0BHAS
6onb u npunmebl [5,12,18].

B Hebonbluiom nccnegosanum SITAR y 35 naunentos ¢ J1AT ne-
peBoj ¢ cunaeHadpuna Ha taganadun conposoxaancs 60bLUel
Y[I0BJIETBOPEHHOCTbIO NALMEHTOB KA4eCTBOM NEYeHUs, 4TO Npea-
CTaBMAETCA LIeNeco06pa3HbIM Y NaLNEHTOB C BbIPAXXEHHbIMU MO-
604HbIMM 3(ppekTamMu Ha poHe Tepanum cungeHaduna [19].

HoBoOi CTpaHuLel B u3y4eHun Taganaunia ABuNOChL pPaHao-
MW3MPOBaHHOE [ABOWHOE Crienoe nnaue6o-KOHTPONMpyeMoe uc-
cnepnosaHne AMBITION (A Study of First-Line Ambrisentan and
Tadalafil Combination Therapy in Subjects With Pulmonary Arterial
Hypertension), B KOTOpOM npenapart 13yyancs B Ka4ecTBe KOMMO-
HEHTa CTapTOBOM KOMOMHUpOBaHHOW Tepanuu [20]. B kpynHomac-
LUTABHOM NPOCNEKTUBHOM [BOHOM cnenom uccregosaHuy 610
naunentos JIAT (npeumywiectsenno WIT, HacnencteenHas J1AT,
NAT npu npueme NekapcTe/TOKCUHOB UMK BCNELCTBUE 3a00J1eBa-
HUA COEAUHUTENTIbHONM TKAHMW), paHee He noJsiyy4aslune cneundu-
yeckyto Tepanuio, ¢ ®K Il u Il (BO3) 6binn paHLoMM3NPOBaHbI B
rpynmnbl KOMGMHWPOBAHHOI Tepanun (aM6pu3eHTaH 1 Taganadmn)
UM MOHOTEpanuu ambpu3eHTaHoM unu Taganadunom. Mepsuy-
HOW KOHEYHON TOYKOW ObINIO BPEMS [0 NEPBOro COObITUA «KNU-
HUYECKOI Heydayu» (Cnyd4au CMepTi, rocnuTanu3aun B CBA3U
C yxynweHuem TeveHns JIAT, nporpeccupoBaHus 3a60neBaHns u
HEeYJl0BNIETBOPUTENIbHOrO KIIMHUYECKOTO OTBETA B [0SITOCPOYHON
nepcnektuse). PedynbTathl uccneposanus AMBITION nokazanu
[OCTOBEPHYIO Pa3HULYy Mexay rpynnamu KOMOUHWPOBAHHON W
MOHOTEpanun (06befIMHEHHbIE TPYNMbl MOHOTEPANUW) ANs nep-
BWUYHOI KOHEYHOI To4KM (p<0,01), 4TO 6bINO 06YCNOBMEHO, rNaB-
HbIM 06Pa30M, CHUXeHMEM Ha 63% 4acToTbl rocnuTanu3auumn no
nosogy yxyawenus JIAI (p=0,0002). B uenom, KOMOUHNPOBaHHASA
Tepanus cnoco6CcTBOBANA CHKEHUIO PUCKA KITMHUYECKON Heyaa-

Tabnuua 2. PeaynbTatbl nevexus nauuentos ¢ JIAT B uccnegosanun OPTIMA [22]

Table 2. Treatment results for patients with PAH in the OPTIMA study [22]

InHamuka 4yepe3 16 Hep. B

L B, CPaBHEHWM C UCXOHbIM p
0,53 (0,47-0,59)
NCC, EN. Byna 11,7447 6,5+3,6 CHIKeHue Ha 47% <0,0001
B CPaBHEHUM C UCXOAHBIM
cpLJ1A, MM pT. CT. 50,0£12,3 42,2+14,7 -7,83 (-11,71;-3,94) 0,0002
cpdMm, mm pr. cT. 8,1x4,7 7,853 -0,28 (-1,94;1,37) 0,7321
CW, i X MUK X M 2,2+0,6 3,1+0,8 0,91 (0,71-1,11) <0,0001
Sv0,, % 63,027,1 68,2+7,2 5,53 (2,80-8,27) 0,0003
JuctaHups B TEMX, M 352,2+134,9 388,1£1421 35,8(15,8-55,9) 0,0008
NT-proBNP, nr/mn 1456,8 (646,6-2119,5)" 404,2 (147,5-873,7) O Oll)or <0,0001

CHWXeHMe Ha 68% B CPaBHEHUN C UCXOAHbBIM

lMpumeyanus: CU — cepaeyHbiin uHgexc, cpll/1A — cpegHee nasneHne B neroyHon aptepuu, cplrill — cpegHee AasneHne B npaBom
npegcepann, T6MX — 1ect 6-MuHyTHON X0[b0bI. #: OTHOLUEHUE 10KA3ATENA HA 16-11 HEAE/N K UCXOLHOMY (CPEAHEe reOMeTpuYecKoe u

95% [0BEPUTENbHBIN MHTEPBAT).

Notes: Cl - cardiac index, mPAP — mean pressure in the pulmonary artery, mRAP — mean pressure in the right atrium, 6MWT — 6-minute

walking test
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4n Ha 50% (p=0,0002) npm onTumanbHOM npodune 6e3onacHo-
CTW/ nepeHocMMOcCTI ABoAHON Tepanuun [20]. OTHOLLEHWE pUCKOB
(OP) BOCTWXEHWs NEePBUYHON KOHEYHOI TOYKM B rpynne Komou-
HUPOBAHHOW Tepanuu N0 CPaBHEHWO C 00bLEJUHEHHOW rpynnoi
MoHoTepanun coctasuno 0,50 (95% [AW: 0,35-0,72; p<0,001).
Ha choHe npoBeeHns CcTapToBON KOMOUHMPOBAHHOM Tepanimn Ha-
0/1104a10Ch CTATUCTUYECKN JOCTOBEPHOE YBENNYEHNE LUCTaHLUY
B T6MX, cHuxeHue KoHueHTpauus NT-proBNP. HavyanbHas Kom-
OMHWUPOBaHHAA Tepanus amMOpu3eHTaHOM U Taganadunom Obina
CBfi3aHa C 060JIee 3HAYNUTENIbHbIM YNyYLUEHWEeM MoKasaTenen. re-
MOAWNHAMUKI 1 TONEPAHTHOCTM K (PU3NYECKOII Harpy3Ke no cpas-
HeHuto ¢ moHoTepanueit [20]. K dmHany uccnefosanus ymepnu
10% nawuWeHTOB B rpynne cTapToBON KOMOGUHWUPOBAHHO Tepanuu
n 14% nauneHToB B rpynnax ctaptoBoi moHoTepanuu (OP 0,67;
95% [W: 0,42-1,08).

Takum 06pa3om, CTapToBas KOMOWHWUPOBAHHAs Tepanusa Tafa-
nacpunom 40 mr n ambpuseHtaHom 10 Mr npuBOANIIA K CHUKEHUIO
pucka nporpeccuposanus JTAI unn HeoCTaTO4HOrO KNUHUYECKO-
ro oTBeTa (CMepPTHOCTb, NPOrpeccupoBaHue/ rocnutanuaauus no
npuduHe yxyawenus JIAT, HeyLooOBNeTBOPUTENbHbIA A0MTOCPOY-
HbI KNUHUYECKUA 0TBET) HA 50% N0 CpPaBHEHUKD C rpynnamu
MOHOTepanun ambpuaeHTaHom 10 mr 1 p/cyT. unu Taganadunom B
ueneson gose 40 mr 1 p/cyt. (p<0,001) [21].

B OTKpbITOM paHaoOMu3MpOBaHHOM uccnegoBaHun OPTIMA
ObIIM MOMYYeHbl Pe3ynbTatbl B MOMb3Y 3NMEKTUBHOCTYU CTAPTO-
BOW NBOMHOM Tepanuu, BKNOYaKOLLEN Taganaun 1 MmauuTeHTaH,
KOTOPbIE MEPeKNUKAITCA C MONY4EHHbIMU JAHHLIMW B UCCEf0-
BaHuu AMBITION [22]. Cpenn 46 nauneHToB C BNEPBbIe BbIABNEH-
How JIAT (VINT, nacnencteernas JIAT, JTAT npu npueme nekapcrs/
TOKCUHOB WNW BCNEACTBUE 3a60NEBAHUA COELUHUTENbHON TKa-
HW, peaugyanbHas JIAT nocne Koppekunu BPOXAEHHbIX NMOPOKOB
cepaua) @K 1l nlll (BO3) onpegenancsay 21,7% n 78,3% 60MbHbIX
COOTBETCTBEHHO, TONIbKO 6,5% 60SIbHbIX UCXOAHO UMenu 4 napa-
meTpa Hu3koro pucka (®K I-II (BO3), auctanums B T6MX >440 m,
cpeaHee AaBfeHue B NPaBOM Npeacepann <8 Mm pr. CT., CepAeu-
HbIA UHABKC >2,5 N1 X MUHT X M2).

3a 16 Hepenb neyveHus Taganadunom B Leneson fose 40 mr
1 p/ neHb n maumtentaHom 10 mr 1 p/ geHb 19,6% n 50% 601b-
Hbix gocturan OK | n 1l (BO3), ynyywenne OK otmeueHo B 63%
00MNbHbIX, Y 73% 6GONbHbLIX YBENNYUAOCH YUCIO BbilLEYKA3aAHHbIX
napameTpoB HU3KOro pucka. [onu 60MbHbIX C TpeMs 1 4-Msi no-
KasaTenamm HU3Koro pucka coctasunu 34,8% n 17,4% cootseT-
CTBEHHO. KItoueBble pesynbTaThl UCCNeA0BaHUs NPeAcTaBneHbl B
Tabnuue 2 [22].

Sitbon 0. 1 coaBT. B peTPOCNEKTMBHOM MCCNEA0BaHNN y 97 na-
LMEeHTOB C Brepsble anarHocTuposaHHon J1AT (86% 60bHbIX C
OK IlI-IV (BO3)) nayyanu apheKTUBHOCTb PasfNYHbIX CTAPTOBbIX
ABOWHBIX CXeM, BKNtoYaBLwmnx NOL35 1 aHTaroHUCTHI peLentopos
3HAOTeNMHa [23]. B peanbHOR KIWHUYECKON NpakTike 60MbHbIM
Ha3Hayanucb 603eHTaH B COMETAHMN C cungeHadunom (n=61) unn
Taganauiom (n=17), am6pu3eHTaH B CO4ETaHUU C Taganaguiom
(n=11) nnu cunpeHadunom (n=8). Bce pexxumbl NeHeHUs npu-
BOOWUNMN K 3HAYMTENbHOMY ynydweHnto ®K 1 remoguHamMmmyeckmx
nokasaresei 4epes 4 mecsua HabnwaeHus. B Te4eHne cpefHero
nepuoga HabnoaeHns 30 mMecaLeB B XUBbIX 0cTanuch 82% na-
LMEHTOB, 71% W3 HUX NPOAOIKUN PEKOMEHA0BAHHYK0 ABOWNHYIO
nepopanbHyro Tepanuto. 06Las BbDKMBaEMOCTb cocTasuna 97%,
94% n 83% 4epe3 1, 2 1 3 rofa COOTBETCTBEHHO; Y NALNEHTOB
¢ WIT, nacneacteeHHoii J1AT, JIAT npu npueme aHOPEKTUKOB —
96%, 94% w1 84% co0TBETCTBEHHO [23].

B pangomusnpoBaHHoe [ABOWHOE Crnernoe nnaue60o-KoHTPOou-
pyemoe uccneposanue TRITON (The Efficacy and Safety of Initial
Triple Versus Initial Dual Oral Combination Therapy in Patients
With Newly Diagnosed Pulmonary Arterial Hypertension) Bknto-
Yanuchb NaumeHTbl ¢ BnepBble ycTaHoneHHon JIAT (UITT/ Hacnep-
cteeHHan J1Al/ JTAT Ha poHe npuéma nekapcts 1 TokcuHoB/ J1AT,
accoLUMNUPOBaHHAs C 3a60NeBAHUAMU COEAUHUTENIbHOW TKaHW),
KOTOpPbIM Ha3Ha4anacb CTapToBas [BOAHAs KOMOGMHWPOBaHHas
Tepanus MauuTeHTaHoM U Taganadunom (nmoc nnaue6o) unu
CTapToBast TPOMHAsA KOMOMHWPOBAHHAsA Tepanus MaUUTEeHTAHOM B
no3se 10 mr 1 p/cyr., Tananadgunom B Lenesoi go3se 40 mr 1 p/cyr.
1 cenekcunarom B go3se Ao 1600 mkr 2 p/cyt. [24]. K 26-i Hene-
ne JICC cHmaunoch Ha 52% u 54% Ha hoHe ABOWNHON Uu TPONA-
HOW KOMOWUHUPOBAHHOM Tepanuu, COOTBETCTBEHHO, a AUCTAHLNA B
T6MX yBenuuunacb Ha 55 m n 56 M, cOOTBETCTBEHHO. CpeaHue
reoMeTpUYecKne 3Ha4eHns oTHoWeHNs KoHueHTpauuii NT-proBNP
K 26-11 Hefiene OTHOCUTENTIbHO UCXOLHOr0 YPOoBHS cocTasunmn 0,25
1 0,26, cOOTBETCTBEHHO. Takum o6pa3om, nccnegosanue TRITON
HE N0Ka3asno npevMyLLecT8 CTAPTOBOM NepopasibHoil TPONHOM Te-
panuu no CpaBHEHWO CO CTapTOBOW NepopasnbHOil BONHOW KOM-
OGWHNPOBAHHOI Tepanueil, OfHAKO MOATBEPAMIO0 BO3MOXHOCTb
CYLLECTBEHHOIO YNyYLLUEHNS nokasaTeneil reMoANHaAMUKKA 1 nepe-
HOCUMOCTM (DU3NYECKON HArpy3Ku Npu HasHA4eHWU CTapToBON
JBOIIHOI KOMOWHMPOBAHHO MPU Ha3HAYeHWUI CTAPTOBOI ABONHON
KOMOWUHMPOBAHHON Tepanuu Taganadounom W MauuTEHTaHOM Y
naunenToB ¢ JIAT [24]. Heo6xoanMbl fanbHenwme UccnenoBaHmns
ONs U3Y4eHus BIIUSHUSA CTapTOBOW TPOMHON nepopansHoit JIAT
Tepanuu Ha A0NrocpoyHble ucxonsl. B pekomengauusax ESC/ERS
2022 r. BnepBble NOAYEPKUBAETCA 06OCHOBAHHOE MPUMEHEHWe
CTapTOBOI KOMOMHMPOBAHHOW Tepanun Taganaduna n am6puaeH-
TaHa/mauuTeHTaHa naunentam ¢ W/ HacnepcteeHHoi JIAT/ JTAT
npu npuéme nekapcts/ TokcuHoB/ JIAT BcrefcTBue 3a6oneBaHnii
COEJMHUTENIbHON TKaHW HU3KOr0 1 NPOMEXYTOYHOr0 pucka [2].

Tapanachun B neAnMaTpm4ecKon NPaKTUKe U3y4asncs B OTKPbITOM
paHLOMWU3MPOBAHHOM UCCNES0BaHWN Y [IeTel B BO3pacTe CTapLue
Tpex JIeT, 0AIHAKO npenapar He nosy4un 0406peHns EBponeickoro
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PucyHok 1. Tagakapaun KaHoH NofHOCTbH) 6M03KBUBANEHTEH
pedhepeHTHOMY opuruHanbHomy Taganadmny * [12]

Figure 1. Tadacardil Canon is completely bioequivalent

to the reference original tadalafil [12] *

lMpumedanne: npenapar taganacpun (Adcirca*) 8 PO He
3aperncTpupoBaH

Note: the drug tadalafil (Adcirca*) is not registered in the Russian
Federation
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MECTO TAOATIAPUIIA B TEPATN JIALC

areHTCTBA M0 J1IeKAPCTBEHHbIM CPELICTBAM HA NPUMEHEHUE y ieTen
c JIAT. O6¢yxaaemble 1031poBKK 0,5—1 Mr/Kr/cyT. B 04UH NPUEM 1
MakcuMarnbHas cyTo4YHas fo3nposka 40 mr/cyT. [25,26].

WTak, npeumyLiecteamu Tagakapauna KaHoH, nepBoro u efuH-
CTBEHHOr0 Ha CerofHALHMA JeHb B POCCUIACKOI NPaKTUKe Niekap-
CTBEHHOr0 npenapara ¢ JeNCTBYIOLMM BeLLeCTBOM Tafanadun ¢
3aperucTpMpoBaHHbIM nokasanuem «J1AI», [OCTYMHbIM Ha Teppu-
Topun P® n EA3C, asnstoTcs:

» J(hheKTUBHOCTb NPUMEHeHUs y nauueHToB ¢ JTAI gokasaHa
[27].

» YO06CTBO B NPUMEHeHUN, 06YCNOBAEHHOE OJHOKPATHbLIM
npuémom. CtaHaapTHas fo3a coctasnser 2 Tabnetku no 20
MI OAWH pPa3 B AeHb. TabneTkn cneayeT NpUHUMATL OAHO-
BPEMeHHo [12].

« XopoLuas nepeHoCcKUMOCTb 1 61aronpuaTHbIA Npodunb 6e3-
onacHoctu [2,14,27].

« [lokazaHHas 6U03KBIBAIIEHTHOCTb PedePeHTHOMY Npenapary.

B OTKpbITOM paHAOMM3MPOBAHHOM MEPEKPECTHOM [BYX3TanHOM
NceceoBaHNN CPABHUTESNIbHON (DapMaKOKMHETUKIN U BUO3KBIBA-
neHTHOCTU npenapartoB Tafjakapaun KaHoH (MHH: taganacun),
TabNIeTKN, NOKPbITbIE NIEHOYHOW 060/104KOI, 20 MI 1 npenaparta
ADCIRCA® (MHH: Taganadun), film-coated tablets, 20 mg (Eli Lilly
Nederland B.V., Netherlands) y 340p0Bbix 106pOBOJIbLEB NpK NpU-
eMe HaToLLaK NoKasaHa nofiHas 619KBMBANEHTHOCTL NPenaparos.

B cBeTe HOBbIX EBpasniiCKux pekoMeHZauuii no AMarHoCTUKE U
neyenuo JIIM Taganacpun (Tagakapaun KaHoH) UMeeT WpoKoe nome
ONs KNMUHWHECKOr0 NPUMEHEHNS, Y4TO NO3BONT YNyYLUUTb BO3MOX-
HOCTW NeyYeHus naumeHToB ¢ J1AT. Tak, B pexxume MOHOTepanum npe-
napat nokasaH Ans neveHus naumeHTtoB ¢ WJII, HacneacTBeHHON
JIAT, AT npu npuéme N1eKapcTB/TOKCMHOB B Clly4ae OTpULaTesibHO-
ro TecTa Ha Ba3opeakTUBHOCTb; npu JIAI BcneacTBue 3ab0omneBaHuin
COELMHUTENbHON TKaHW W pesugyansHoit JIAT nocne Koppekuuu
NPOCTbIX CMCTEMHO-MIErOYHbIX LUYHTOB MPU OTCYTCTBUW 3HAYUMO
KOMOPOWIHOCTU 1 YCTAHOB/IEHHOM HU3KOM PUCKE, a TAKXXe NpU Ha-
NNYUM COMYTCTBYHOLLMX 3a60MeBaHUIA NEBbIX OTAENO0B CepAua unm
NErkMX HEe3aBUCMMO OT UCXOAHOr0 nNpodouns pucka. MaumeHtam ¢
VT, HacnencTeeHHon JTAT, JTAT npu npuéme NekapcTe/TOKCUHOB,
JIAT, accoummpoBaHHOIA ¢ 3a601eBaHUAMI COBLUHUTENIbHOI TKaHH,
pe3unayanbHoi JTAI nocne KoppekLmun NpocTbIX CUCTEMHO-NEr0YHbIX
LUYHTOB NPOMEXYTOYHOIO pUCKa 663 COMYTCTBYHOLLIEN CEPAEYHO-NE-
rOYHON KOMOPOWUOHOCTW Ha3HayeHWe MauuTeHTaHa W Tafanaduna
PEKOMEHAYIOTCA B KQ4eCTBE Ha4aNbHOW NepopabHoil Tepanuu [2].
Cnenyet paccmaTpmBaTth Ha3HaueHWe Tafanadguna v B cxemax nocne-
[0BaTeNIbHON KOMOGUHUPOBAHHOM Tepanuun. B 4acTHOCTU, BO3MOXHO
paccmoTpeTb Ao6asneHne Tafganaduna K 603eHTaHy y naLmeHToB ¢
VT, nacnencteenHoi JTAM, JIAT npu npuéme nekapcTB/TOKCUHOB
LN5 YNY4LIEHNUS NEPEHOCMMOCTI (OM3NHECKUX HArpy3oK [2].
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PE3HOME

CeppaedHas Hepoctato4yHocTb (CH) — cepbe3Hoe XpoHuveckoe 3abonesa-
HUe, KOTOpoe OCTaércs rnobanbHoi Npo6iemoii 34paBOOXPaHEHNs U ABNA-
€TCA BEAYLLE NPUYUHON YBEMMYEHUS HYaCTOTbl MOBTOPHbIX FrOCMMTaNM3auni
1 CMEPTHOCTW BO BCeM Mupe. Oco60e 3Ha4eHue NpuobpeTatoT KOrHUTUBHBIE
HapYLLEHNs, KOTOPbIE PErMCTPUPYIOTCS MO pasHbIM faHHbIM Y 30-80% nuy ¢
CepLeYHON HeA0CTaTOMHOCTbIO, YTO MPUBOAMUT K 3HAYUTENbHOMY CHUDKEHIO
Ka4eCTBa >KW3HW, MOBbILIEHUIO 4aCTOTbl MOBTOPHbIX MOCMUTAN3ALMIA, YBESN-
YEHUI0 CMEPTHOCTM 11 YXY/LIEHUIO NPOTHO3a Y TaKMX MaLUeHTOB.

HecMoTps Ha MMELOLLMECs NCcneaoBaHIs, NaTogn3nNoNorniecKne MexaHuambl
B3aMOCBA3N TeYEHUs CePAeYHON HeJOCTAaTOYHOCTI 1 KOTHUTUBHBIX HapyLle-
HWUIA OCTAIOTCA Manou3yyeHHbIMU. B cTatbe 06CyX[aanTcs Haubonee JOCTO-
BEPHbIE [JaHHbIE 0 PA3NNYHbIX NATOPU3MONOrMHECKINX MEXAHN3MAX, NexaLLmnX
B OCHOBE KOTHUTUBHBIX HAPYLUEHWA Y NN, C CEPLEYHON HEA0CTATOYHOCTBIO.
CeppaeyHast Hel0CTaTO4YHOCTb N KOTHUTMBHbIE HAPYLLEHWsS UMEOT psf 06LLImMX
naTohm3nNoornyecknx nyTei, Cpean KOTOPbIX CHIXKEHIE MO3rOBOr0 KpOBOTO-
Ka, BOCMaseHue, HelmporymopanbHas akTuBaLns, OKUCIUTENbHbIA CTPECC U 13-
MeHeHus 61MOMapKEPOB UK 6enKoB B CbIBOPOTKE KPOBW. [ToHUMaHKe natodu-
310/10TNYECKMX MEXAHN3MOB 3a60/1eBaHNIA N03BOUT IQEKTUBHO OLEHMBATH

COCTOSHWE 3[0P0BbS U paspabarbiBaTb COOTBETCTBYHOLLME METOLbI NEYEHUs.
CBOEBPEMEHHOE BbISBNEHNE KOTHUTWUBHbIX HApYyLUEHUIA NPUBEAET K ynyuLue-
HUIO KIMHUYECKIX MCXOL0B Y NALMEHTOB C CEPLEYHON HELOCTATOMHOCTbIO.

B naHHom 0630pe NoJHMMAIOTCA BONPOCH! B3aUMOCBA3N CEPAEYHON HefocTa-
TOYHOCTW C KOTHUTUBHON ANCCHYHKLMENA, NPUBEAEHbI JaHHbIE O BAUSAHUNA HO-
BbIX TEPANEBTUYECKUX BO3MOXHOCTEN Ne4eHUs CepaeyHOI He0CTaTO4HOCTM
Ha KOTHUTMBHbIE (PYHKLMY, @ TAKXXe NPeLIaralTcs NoTeHUUanbHble OyayLne
HanpaeneHns NCCnefoBaHnin. Hanpumep, UMNMAHTaLUS UCKYCCTBEHHOMO fe-
BOT0 XXeNya04Ka MOXET CrOCOBCTBOBATD YITYHLLEHNKO KOTHUTUBHBIX (DYHKLWIA,
O[IHAKO MMEIOTCA UCCe0BaHUA O HEMEZSIEHHOM YAYHLLEHUN KOTHUTUBHbIX
(DYHKUMIA C NOCNEAYIOLMM MOCTENEHHbIM YXYLOWEHNEM C TeYEHNEM BPEMEHM
nocne UMNAAHTALMU UCKYCCTBEHHOIO NIEBOTO XKeNy[04Ka, 4To TpebyeT 13yye-
HWS B JONITOCPOYHON NEPCreKTIBE.

Kpome T0ro, npueefeHbl AaHHbIE 06 3GYPEKTUBHOCTI NPUMEHEHUS pefakca-
LIMOHHOrO CLEHapWs B TEXHONOMMA BUPTYabHOI PEanbHOCTA ANS CHUDKEHUS
TPEBOXHbIX 1 a)(DEKTUBHBIX XKaN06 Y NaLUeHTOB COMATUYECKOro CTaLMoHapa,
0[1HAKO BO3MOXHOCTb YIyHLLEHNS KOTHUTUBHBIX (DYHKLWIA Y 6OMbHBIX C XPOHU-
4eCKOIi CepAie4HON He0CTaTOYHOCTBIO ELLE NPEACTOUT U3Y4MTb.

KntoyeBble cnoBa: CeppieyHas Hel0CTaTO4HOCTb, KOTHUTUBHbIE HAPYLLEHNS, KOTHUTUBHAS AMCKYHKLMSA, NaTouM3nonorus, BUPTyanbHas peanbHoCTb

KoHthnukT MHTEpPEcoB. ABTOPbI IEKNAPUPYIOT OTCYTCTBUE ABHbIX U NOTEHLUANb-
HbIX KOHCDNIMKTOB UHTEPECOB, CBA3AHHbIX C NYOMKALNeid HACTOALLEN CTaTby.
Bknap aBTOpOB. ABTOPbI KNapupytoT COOTBETCTBIE CBOET0 aBTOPCTBA COrNac-
HO TakcoHomMumn GRediT.

AxceHosa t0.0., Ocmonosckas H0.®., MetpyxuHa A.A., beHnawwsunm Al — KOH-
LienTyanu3aums, paspaboTka MeTOAONOrNN 1 COePXKaHNs PyKONUCK, Hanunca-
HIe — MOAr0TOBKA YEPHOBKKA PYKOMICH.
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Bce aBTOpbI COOTBETCTBYIOT KpuTepuam aBTopcTBa ICMJE, npuHumani yyactue
B MNOArOTOBKE CTaTby, Habope mMaTtepuana i ero 06paboTke.

WcToyHuk hunaHcupoBaHus. ABTODbI JEKNapupyioT OTCYTCTBUE BHELLIHErO (u-
HaHCWUPOBAHWA A NPOBEAEHUS UCCNES0BAHNA 11 NYONMKaLMI CTaTby.
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SUMMARY

Heart failure is a serious chronic illness and a global healthcare problem.
Patients with heart failure have increased hospital readmission rates and
mortality around the world. Heart failure often coexists with comorbidities of
which cognitive impairment is particularly important. Cognitive impairment is
present in around 30% to 80% in heart failure decreases quality of life and
increases the frequency of repeated hospitalizations, increases mortality and
worsens the prognosis in such patients.

Despite existing research, the underlying pathophysiology of the relationship
between heart failure and cognitive impairment remains poorly understood.
The article discusses the best available evidence concerning different
pathophysiological mechanisms behind cognitive impairment in individuals
with heart failure. Heart failure and cognitive impairment have a number of
common pathophysiological pathways including reduced cerebral blood flow,
inflammation, neurohumoral activations, oxidative stress and changes in serum
biomarkers or proteins. Understanding the pathophysiology of diseases will

allow the effective evaluation of health status and development of suitable
treatments. Prompt detection of cognitive impairment will bring about better
clinical outcomes in heart failure patients.

This review raises questions about the relationship between heart failure and
cognitive dysfunction, provides evidence on the impact of new therapeutic
options for treating heart failure on cognitive function, and suggests potential
future research directions. For example, implantation of an artificial left ventricle
may improve cognitive function; however, there are studies on immediate
improvement in cognitive function followed by gradual deterioration over time
after implantation of an artificial left ventricle, which requires long-term study
In addition, evidence is provided for the effectiveness of using a relaxation
scenario in virtual reality technology to reduce anxiety and affective complaints
in somatic hospitalized patients, but the ability to improve cognitive function in
patients with chronic heart failure remains to be explored.

Keywords: Heart failure, cognitive impairment, cognitive dysfunction, pathophysiology, virtual reality
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HOBBIE TEPATEBTUYECKUWE BOSMOXHOCTY JIEHEHIA XCH V1 KOrTHUTVIBHBIE QYHKLIVIV

BBE[JJEHNE

XpoHuyeckas cepaeyHas Hegoctato4HocTb (XCH) npefcrasnser
CO00/ KMMHUYECKUA CUHAPOM, XapaKTePU3YIOLLNIACA CHIDKEHUEM
CepAeyHoro BbIGPOCA WK MOBbLILIEHEM AABNEHUS HAMOSHEHUS
cepaua BCNeAcTBUE CTPYKTYPHbIX WM (DYHKLUMOHANBbHbBIX Hapy-
weHnn mmokapaa. XGH octaetcs akTyanbHOM npo6nemoil coBpe-
MEHHON MeJMLMHbI, ABNAACH BEAYLIEN NPUYMHON rocnuTanuaumm
W CMEepPTHOCTU W 3aTparuBaet 6osiee 64 MUNNNOHOB Y4eN0BEK BO
BceM mupe [1, 2]. Mo AaHHbIM 3NUAEMWUONOTYECKOro nccrefoBsa-
Hus, pacnpocTtpanéHHocTs XCH B EBponeiickoit yactu PO noboro
(DYHKLMOHANbHOrO Knacca no knaccudpukauuu Hbio-Mopkekoit
kapguonoruyeckon accoumaumm (NYHA) coctasuna 7%, a llI-IV
(pyHKUMOHanbHOro knacca — 2,1% [3].

C puarHo3om XCH exerogHo BbinmucbiBatoTcs 6onee 600 000
NauneHToB, NPeNMyLLeCTBEHHO 65 J1eT 1 cTaplue, a BEPOATHOCTb
NOBTOPHOM roCNMUTaNMU3aLmMN COCTaBNAET 0KOM0 25% B TeveHne 30
[HEN nocre BbINUCKK U3 cTauuoHapa u okono 70% Yepes rog [4].
YacToTy MOBTOPHbIX FOCMMUTANM3aUniA 1 CMEPTHOCTM MOBbILIAIOT
TaKue PakTopbl, KaK HU3Kas NPUBEPXKEHHOCTb K Tepanuu, UTHOPU-
pOBaHWe HeO6XOAMMOCTI amMbyNaToOPHbIX BU3UTOB U 3aTPYAHEHUS
B PACMO3HABAHUM NALMEHTaMN PaHHUX CUMNTOMOB NPOrPEccUpo-
BaHMs CepeyHON HeJ0CTaTOMHOCTM, YTO YacTo HAbNAAETCS NPy
HaNIMY1M KOTHUTUBHbIX HapyLueHui [5]. CovetaHne XCH u Koruu-
TUBHOW AMCHYHKLNN 13-3a BbICOKOW pacnpoCTpaHeHHOCTU Cpean
NOXWUIbIX Nofei B NocneaHee BPeMs NpPUBJIEKAET BCe OOJIbLUEe
BHUMaHWe creuuanncTos [6].

K KOrHUTUBHBIM (DYHKLIMSIM OTHOCSAT COBOKYMHOCTb NCUXMYECKMX
NPOLIECCOB, BKIH4AIOLLNX B CEOS NAMATb, THO3UC, Pe4b, NPAKCUC 1
BHMMaHMe. M0 pasHbIM AaHHbIM, HAapYLLEHUS KOTHUTUBHBIX (OYHK-
uuin permctpupyrotes ot 30 10 80% y nauueHToB ¢ CePAEYHON He-
[0CTaTO4HOCTbIO M 06bIYHO BAPbUPYHOTCA OT NErKNX KOTHUTUBHBIX
HapyweHnii 0o aemeHumu [7]. Takue nauueHTbl AEMOHCTPUPYIOT
HanU4ue HapyLeHNid NamsTh, CHUKEHUE CMOCOBHOCTYU K KOHLEH-
TPALUN BHUMAHUS, CKOPOCTU 06paboTKu WHOPMALUN, 4TO BE-
46T 3a co60i 6ONEe HU3KWIF YPOBEHb CaMOOBCNYXIUBAHUS, Orpa-
HWYEHNS B PACMNO3HABAHWNM 1 afIeKBATHOM peakLiy Ha yxyaLeHue
CUMMTOMOB CEpAEYHON HeJO0CTAaTOMHOCTU U CHUXXEHWUE npusep-
)KEHHOCTW K fnedenuio [8].

Takum 06pa3om, Hanuyme KOTHUTWUBHbBIX HAPYLUEHWA CHMXAeT
Ka4eCTBO XXM3HU, NMOBbILIAET YACTOTY NOBTOPHbIX FOCMUTANU3ALMA,
YBEIMYMBAET CMEPTHOCTb W YXy/LWAeT NPOrHO3 NauueHToB C cep-
[ie4HO HegocTato4HoCTbio [9, 10]. HecmoTps Ha CBOK BbICOKYHO
PacnpoCTPAHEHHOCTb, NATOPU3NONOTUA KOTHUTUBHOW ANCHYHK-
U y naumenToB ¢ XCH He 0 KOHLa AcHA U 0CTAETCS Mano U3y4eH-
Hoi [11]. Kpome TOro, Mano BHUMaHMA yaenseTcs pacno3HaBaHuo
N JIEYEHUI0 KOTHWUTUBHbIX HApYLUEHWA Y NaLWMEHTOB C CepAeyvHON
He0CTaTo4HOCTIO [12]. B cTatbe 6yayT NpuBeAeHbl UMELLMecs
B HACTOALLMIA MOMEHT BPEMEHWN KPYTHble UCCIef0BaHNSA N0 AaHHOM
TeMe, PacCMOTPEHbl OCHOBHbIE MATOU3NONOTNYECKNE MEXAHU3-
Mbl, @ TAK)XXe 00CY>X1eHbI NOTEHLMANbHbIE HOBbIE TEPANEBTUHECKME
BO3MOXHOCTU [/ NpefoTBPaLLEHUs NPOrpecCUpoBaHns KOrHM-
TWUBHBIX HAPYLLEHWI Y NALMEHTOB C CEPAEYHON HEJOCTaTOYHOCTBIO.

KOrHUTWUBHbBIE N3MEHEHUSA

MPU CEPJIEYHON HE[JOCTATOYHOCTH

3a nocneaHue rodpl NpoOBeEHO HEMano UCCNeA0BaHNIA, B KOTO-
PbIX 0C060€ BHUMAHWE YAENEHO M3Y4EHNIO B3AMMOCBA3EH Mexay
KOTHUTUBHBIMI HAPYLUEHUAMU PA3NNYHbIX 0651aCTeR 1 30H nopa-
)KEHWS TONOBHOMO MO3ra y NalMeHToB C CepAeyHOl HefocTaToy-
HocTblo [13, 14]. V13BecTHO, 4T0 Yy nauuneHToB ¢ XCH 06bI4HO 0TMe-
4aeTcs yXyALeHne namaTi, 0CO6EHHO BepbanbHON 1 3PUTESTbHON,
CHVXEHME KOHLEHTPaLM BHUMAHNSA, CKOPOCTM 06paboTKmM UHGop-
Maunu 1 UMEOTCS HapyLLIEHUs NCMONHUTENbHBIX PYHKLUMA [15].
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Tak, nccnegosateny NbiTanuch ONPefeUTb 30Hbl NMOPAXKEHNS
rOIOBHOr0 MO3ra Yy NaLUMeHTOB C CepAeyHOIl HeA0CTAaTOYHOCTLHO. B
nccnefoBaHme 6bI10 BKNOYEHO 148 nauneHTOB, M3 KOTOPbIX TOMb-
Ko 32% nokasanu HopMaribHyt0 paboTy BO BCEX 06MaCTAX KOrHM-
TUBHbIX (PYHKLWRA, TOraa Kak y 16% ObInin Cepbe3Hble KOTHUTIB-
Hble HapyLleHus. Haubonee BbIpOXEHHbIE HAPYLLEHWUS 0TMEeYannch
B 06nacty BHUMaHNA y 41%, npu4ém camble HU3KUE NokasaTenu
JEMOHCTPUpPOBanu nauneHTbl ¢ Tskenon XCH, a pecouumt Bep-
6anbHOM namaT oTmeyancs y 46%. Kpome T0ro, y naumeHToB C
KOTHUTWUBHbIM AeULMUTOM B 06/1aCTV BHUMAHWUS U namatit Ha MPT
rofI0OBHOr0 Mo3ra Habnjanach 605ee BblpaXeHHas MefnanbHas
BMUCOYHAs aTpochus N0 CPABHEHUID C KOHTPOMbHON rpynmnoi [16].

B npyroit pabote ¢ NOMOLLbI CNEKTPOCKONMK B GRVXKHENA WH-
(hpakpacHoi 06nacTu cnekTpa 6bIn0 NOKa3aHo, Y4TO aKTUBHOCTb
NOGHOW [ONW, OTBETCTBEHHOM 32 3PUTENIbHO-MOTOPHYIO KOOpPAW-
HaUWIo 1 3pUTESIbHYI0 NaMsTh, OblNa 3HAYUTENBHO HUXE B rpynmne
NauneHToB C CepAeYHOI He0CTaTOYHOCTbIO [17].

B nccnegosaHum REHAB-HF (peabunutaumoHnHas tepanus ans
NOXWbIX NALMEHTOB C OCTPOI CepAEYHON HE0CTAaTOYHOCTbIO) OT-
MEYEHO, 4T0 Y 78% NOXWIbIX NALUEHTOB, FOCMUTANIU3NPOBAHHbIX
C 0CTpOVi fekomneHcaumeii CH oTMeyannch HapyLleHnst KOrHATUB-
HbIX OYHKLMIA [18]. VI3BECTHO TaKxe, 4TO y nauneHTos 80-Tu neT ¢
ANarHo30M CepAeyHast HeA0CTAaTOYHOCTb CHUKEHME KOTHUTMBHBIX
(PyHKLWiA B Te4EHME 5-TU NeT pa3BnBanoch ropasao Yaie no cpas-
HEHMIO C KOHTPOJbHOIA rpynnoit 6e3 cepaeyHoil HeAoCTaTO4HOCTH
TOro Xe Bo3pacta [19].

B psde paboT M3y4anocb, MOryT S KOTHUTUBHbIE HAPYLIEHUs
NpeLoCTaBUTh AOMONHUTENIbHYIO NMPOTHOCTUYECKYH MH(hOPMALMIO
y NOXWUNbIX NaLMEHTOB C CepAeYHON HEeA0CTaTO4HOCTbIO. bbinn
BKNIOYEHbl 352 nauueHTa 75 NeT u ctaplie ¢ AeKoMneHcauuei
CepAeYyHON Hea0CTaTOMHOCTM M MOMYYeHbl Credytoline pesysb-
TaTbl: 1) KOTHUTUBHbIE HAPYLUEHMS, OLEHEHHbIE KaK C MOMOLLbIO
Mini-Cog, Tak 1 ¢ nomowibto MMSE 6b1nn npefcTaBneHsl npumep-
HO Y 45% nauueHToB; 2) KOTHUTWUBHbIE HAPYLLEHWUS TECHO CBA3AHbI
C NOBbILUEHNEM CMEPTHOCTU; 3) TONbKO KOTHUTUBHbIE HAPYLLEHNS,
onpefeneHHbie ¢ nomousto Mini-Cog, a He MMSE, o6ecneyuBa-
NN AONONHUTENIbHYK0 NPOrHOCTUYECKYH NHAopMaLmto. B gaHHoMm
CCNeA0BaHMM NOKA3aHO, YTO KOTHUTUBHbIE HapyLUeHWs crefyeT
paccmaTpuBaTbh Kak KPUTUYECKWUIA (hakTop B MPOrHO3e MOXMIbIX
NauneHToB C CepAEYHON HeA0CTaTOMHOCTbI0. ABTOPbI enakoT 3a-
KntoyeHne, 410 Mini-Cog — 9T0 NpakTUYECKMIA UHCTPYMEHT ANS
OLIEHKW KOFHUTWUBHbIX HApYLLEHWII B NOBCEAHEBHOM KNUHUYECKON
NPaKTUKe, CMOCOOHbLIA NPefOCTaBUTb AOMONHUTESIbHY NPOrHO-
CTUYeckyto uHdopmavuio [20].

ImetoTcs  mccnenoBaHus, [OEMOHCTPUpPYIOLLME B3aUMOCBS3b
mexay (yHKLMOHanbHbIM Knaccom XCH 1 TSXeCTbl0 KOFHUTMB-
HbIX HapyLweHwnil. Tak, 06HapyxeHo, 4T0 nauneHTbl ¢ XCH 6onee
yem Il doyHKUmoHanbHoro knacca no NYHA UMEHT noBbILIEHHYHO
BEPOSTHOCTb CHUKEHWUS KOTHUTUBHbLIX OyHKUMiA [21]. Takxe npo-
BOJMNACh OLEHKA KOTHUTMBHON (PYHKLMW Yy NALWEHTOB C Cepaed-
HOM HEAO0CTaTOYHOCTbIO 2-4 (DYHKLWOHANBHOMO Knacca, Bo3pac-
Tom 60nee 65 net n TeyeHnem XCH 6onee 6 mecsues. Yactota
KOTHUTUBHbIX HapyLLIeHniA cocTaBmna 35% npu Hanuyuu XCH ner-
Ko ctenenu TaxecTn, 80% — npu XCH cpefHelt CTeneHun Taxe-
CTW, 1 4aCTOTA KOTHUTUBHbLIX HapyLleHni coctasuna 100% y na-
umeHToB ¢ XCH Tskenoii cteneHn TsxxecTn. Takum 06pa3om, 6b1510
YCTAHOBMNEHO, YTO NS NauneHToB Tspkenon XCH xapakTepHsl Kor-
HUTWBHbIE HAPYLLEHNS PA3NNYHON CTENEHN BbIpaXXeHHOCTH [22].

[13BECTHO, 4TO Hanu4me KOTHUTUBHOW AMCAYHKLMW yXyALLaeT
NPOrHO3 NaLMEHTOB C CEpAeYHON HeLOCTaTOMHOCTbLI), MOBbLILLIAET
CMEPTHOCTb, 4acTOTY rOCNNUTANN3aLMiA 1 aCCOLIMMPOBAHO C HU3KUM
KayecTBOM Xu3HW [9, 10]. ELLe A0 BO3HUKHOBEHMUS CEPAEYHOI He-
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[0CTaTO4HOCTN KOTHUTUBHbIE HAPYLLEHMS Npeo6nafatoT y 60M1bHbIX
Ha CYOKJIMHUYECKON CTaguu npu BbICOKOM pucke passutus XCH.
bornee Toro, passutie KOrHUTUBHLIX HAPYLLIEHNA ABNSETCA HE3aBU-
CUMbIM (DAKTOPOM, YBENUYMBAKOLLMM PUCK CEPLEYHO-COCYRMCTON
CMEPTHOCTM Ha 57% W pUCK CMepTK OT BCeX Npu4uH Ha 50% [23].

BonblUOA MHTEpeC NpefCcTaBNAT pesyrbTaThl KPYMHOrO npo-
CMEKTUBHOr0 MHOroLeHTpoBoro uccnenosanus FRAGILE-HF, B ko-
TOpoe 6b110 BKOYeHO 1180 naumeHTOB, rocnuTan3anpoBaHHbIX B
nepnog ¢ ceHta6ps 2016 r. no mapt 2018 r. no noBoAy AEKOMMEHCa-
um XCH B Bo3pacTe 6onee 651eT, cnoco6Hble K CaMOCTOATENbHOI
xo0fb6e 6e3 NOCTOPOHHEN nomoLLyu. CornacHo AaHHOMY UccnefoBa-
HWI0 Yy 662 60MbHBIX (56,2%) UMENUCh (M3NYECKME HAPYLLEHUS, Y
784 (66,3%) — coumanbHble HapyweHns n y 438 nauneHToB (37,2%)
¢ nomoubto Mini-Cog 6b11 JMArHOCTUPOBAHbI KOTHUTUBHbIE Hapy-
LWeHMs. BbINo 0TMEYEHO, YTO NALUEHTBI C KOTHUTUBHBLIMU AUCKYHK-
UMSMU yallie rocnuTanv3npoBannuch NoBTOPHO no nosody XCH, a
PUCK CEepAeYHO-COCYANCTOM CMepTH B TeyeHue 1 rofa 6bin BbiLLe,
yem B Apyrux rpynnax [24]. B nccnegosanum CHS (Cardiovascular
Health Study) u3y4anucb KOrHUTUBHbIE HApYLUEHUS W [pyrue pac-
NPOCTPAHEHHbIE CONYTCTBYIOLLME 3260M1eBaHUA Y 558 y4aCTHUKOB, ¥
KOTOPbIX pa3Bunack cepieyHas HeLocTaTo4HOCTb. bbino NokasaHo,
YTO KOTHUTMBHbIE HAPYLLEHUS B 3HAYUTESILHOM CTEMEHM CBSA3aHbI C
NOBbILLIEHHbIM PUCKOM 00LLEn CMepTHOCTM [25].

MaumenTbl C CepHe4HON HefOCTAaTO4YHOCTBIO U KOTHUTUBHBIMU
HapyLLUEHNAMN CTANKMBAKOTCA C npobiemMamin camo06CnyXnBaHus,

a 113-3a CHIDKEHUS BHUMAHNS W MamsTh He CnoCOOHbI CTPOro Co-
6r1I0[aTh Ha3HA4YeHHbIN pexum neveHns [26]. Kpome Toro, Takue
MaLMEeHTbI UCMbITbIBAIOT 3aTPYAHEHUS B PACMO3HABAHWI CUMMTOMOB
JIEKOMMEHCALMN Ceple4HOI HeJOCTaTOYHOCTH, YTO NPUBOAMT K 3a-
nasfplBaHNI0 HeobXoaumMoil Koppekuun Tepanun [5, 12]. Momumo
YXYALWEHNS MPOrHO3a, KOTHUTWUBHBIE HAPYLUEHUS TaKKe Cepbe3Ho
CHIXAIOT Ka4eCTBO XMU3HI 1 (DN3NHECKYH) aKTUBHOCTb MALIMEHTOB. B
mexxayHapoaHom ucenegosaHun WII-HF, nposefieHHOM C y4acTuem
605 naumeHToB u3 LLseuwnn, Utanuu, N3pauns, Hupepnangos, ep-
maHun 1 CLUA, npoBoamnach OLeHKa KOTHUTMBHbIX (DYHKLWIA G No-
moLLbto MoHpeanbCKom KorHuTMBHOI WKanbl (MoCA TecT), a Takxe
oueHka @K XCH ¢ nomolwpto Tecta ¢ 6-MUHYTHOR X0Ab601. Jlerkne
KOTHUTWBHbIE HAPYLLEHWS OTMeYanuch B 62% cnyvaes, 5% 60/bHbIX
UMenK YMepeHHble KOTHWUTUBHbIe HapyLleHns u 0,3% — TSKenyw
KOFHUTUBHYIO AUCYHKLMIO. [Tpr 3TOM nauueHTbl ¢ 60/1ee BbICOKNM
(pyHKUMOHabHBIM Kraccom no NYHA, npoxoauBLLne MeHbLLYH Auc-
TaHLMIO NO TECTY C 6-MUHYTHOIA X01b60I, HABUPaNK MeHbLLEe KOMu-
4ecTBO 6251108 N0 MOHpPeanbCKon KOTHUTUBHOIA LLKane, 4To 03Ha4a-
T Hann4me 60see TEHKENbIX KOTHUTUBHBIX HapyLUeHNi [27].

NMATO®KU3NONOMAA KOTHUTUBHBIX HAPYLLEHUIA

MPW CEPAEYHON HELOCTATOYHOCTU

OCHOBHble MaTtod3MONOrN4eCcKNe MexaHU3Mbl, CBA3bIBAIOLLME
CHUKEHNE KOTHUTUBHBIX (PYHKLWIA N XPOHWNYECKYIO CEPLEYHYIO He-
J0CTaTO4YHOCTb NpefcTaBneHbl Ha pucyHke 1 [28].
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PucyHok 1. CxemaTtuyeckoe npefcTasfieHue CBA3M MeXAy HapyleHeM cepaeyHon (YHKLUNM NpU XPOHUYECKOI CepaeYHON HeJ0CTaTOUHOCTH
(XCH) uepebpanbHbiM KpPOBOTOKOM M KOrHUTMBHbIM CHWXeHMeM [28). CrieBa: n3amMeHeHNs MO3roBoro Kposotoka npu XCH 06ycrioBneHsl
HapyLLeHNeM cepLiedHON QyHKLun (CHmKeHne yaapHoro obvema (YO0) u ceppieaHoro Beibpoca (CB) n akTuBaumen HemporymopanbHoi CUCTEMb]
(HI'C). CHuxenne YO nin CB 3anyckaet mexaHu3mbl perymnayny MECTHOr0 MO3roBoro KpOBOTOKA, 4T0 MPUBOAUT K Ba30AunaraLum aptepuosn, n
YXYALIAET Perynaynto Mo3roBoro KpoBoToka. Aktuauns HIC npoBoLMpYeT Ba30KOHCTPUKLMIO LLEPEOPATTbHOIO COCYANCTOro PyCc/a, Bbi3bIBAET
CTPYKTYPHbIE U3MEHEHWUS B COCYAAX LEPEOPATIbHOr0 CONPOTUBIIEHUS U MUKPOCOCYANCTYHO ANCQOYHKUMIO, MPUBOAALLYIO K HAPYLLEHNIO
PErynaymy Mo3roBoro kpoBotoka. @ubpunnauus npencepaumi (OF1) kak 0co060€ COCTOSHNE MOXET NMPUBOANUTb K HapyLLUEHUO MO3rOBOro
KPOBOTOKA Yepe3 MexaHn3mbl, akTusupyemble rnpu XCH, 4epe3 Mukpoamoonnyeckmne CobITHs, BbI3bIBAKOLNE MUKDPOCOCYANCTYIO ANCQYHKLMIO
U HapyLuaroLyme perynsymo Mo3roBoro KpoBOTOKa, Win H4epe3 MakpoamMOO/IMYECKNEe COObITUS, MPUBOASALUNE K MLLUEMUN FOJTIOBHOIO MO3ra.
CripaBa: CHUXEHNe KOrHUTUBHBIX criocobHocTen npu XCH AB/seTca pesynbTaToM AUCEYHKUMOHATIbHOU PErynsymu Mo3roBoro KpoBOTOKa,
BbI3bIBAIOLLEN TUMONEPOY3NIO U WLLIEMUIO KPUTUYECKUX 30H MO3ra, Wim MUKDPOCOCYAUCTON ANCQYHKUMM, 00YCIIOBJIEHHON CEPLAEeYHO-
COoCyIMCTbIMY (DAKTOPaMu PUCKA, CBA3AHHBIMU C HENPOLAEreHepaTnBHbIMM 33a00/1EBAHNAMY.

Figure 1. Schematic presentation of the association among impaired cardiac function in chronic heart failure, cerebral blood flow, and cogni-
tive decline [28]. Left: the cerebral blood flow (CBF) changes in chronic heart failure (CHF) result from cardiac dysfunction (reduced stroke
volume—SV/cardiac output—CQ0) and activation of the neurohumoral system (NHS). Reduced SV or CO induces local CBF regulatory mecha-
nisms, leading to arteriolar vasodilatation, compromising further vasodilatation potential, and impairing CBF regulation. NHS activation provokes
vasoconstriction of cerebral vascular bed, induces structural changes in cerebral resistance vessels, and causes microvascular dysfunction
leading to impaired CBF regulation. Atrial fibrillation (AF) as a specific condition may lead to CBF impairment through mechanisms activated in
CHF, through microembolic events causing microvascular dysfunction and impairing CBF regulation, or through macroembolic events leading to
cerebral ischemia. Right: cognitive decline (CD) in CHF results from dysfunctional CBF regulation causing hypoperfusion and ischemia of critical
brain areas or from microvascular dysfunction due to cardiovascular risk factors associated with neurodegenerative disorders.
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113BECTHO, 4TO OfHUM U3 NpennosiaraemMblX MexaHu3MoB Mo-
BPEX/EHNS TOMOBHOr0 MO3ra W pas3BUTUS KOTHUTUBHbLIX Hapy-
LWIEHNIA NPKU CepLeYHON HeLOCTaTOYHOCTU ABMSETCH CHUKEHUeE
MO3roBoro Kposotoka Ha 14-30% B 3aBUCUMOCTU OT TSXKECTU
3abonesanus [29]. CocTosiHMe HM3KOrO CepreyHOro Bbibpoca y
nauneHTos ¢ XGH npuBOAMT K XPOHUYECKOI LiepebdpanbHOii rumno-
nepdoysni, 410 BCIELCTBME HU3KOIO KOMaTepaibHoro KpOBOTOKa
BbI3bIBAET ATPOPUIO TAKMX KPUTUYECKUX 30H, Kak mepuansHas
Buco4Has pgonq [30]. Takxe uepebpanbHoi runonepdysni nog-
BEPXKEHbl TAKME Y4aCTKN KOTHUTUBHOWM PErynsiuuu Kak nepuBeH-
TPUKYNAPHOE Genioe BELLeCTBO, 6a3arbHble raHrnuu, runnokamn,
naparunnokamnanbHas U3BUINHA U KOpa NpaBoi 3aHein NOSCHON
W3BWJINHBI, 4TO CNOCOBCTBYET KOTHUTUBHOMY fedpuunty [31].

B pononHeHue K uepebpanbHOM runonepdy3nn, BblI3BAHHON
CHUXeHNeM cepeyqHoro Bbl6poca, nauunentsl ¢ XCH Takxe nmve-
0T MOHWKEHHYIO LiepebpOBACKYNAPHYI0 ayToperynsuuio ¢ 6onee
BbIp@XXeHHbIMU HapywweHusmu y nauyuentos ¢ IV ®K no NYHA no
cpasHeHuto ¢ Il n Il ®K [32]. CnocobHOCTL K LiepebpanbHoi ay-
TOPErynauum nomoraet nojaepXuBatb afjekBaTHbIN KPOBOTOK B
rONOBHOM MO3re, 0JHAKO Y NauueHToB C CEpAEYHON HeJ0CTaTOY-
HOCTbIO BCNEACTBUE AUCHYHKLMM SHAOTENNS, CHKEHUS BUOA0-
CTYMHOCTM OKCKAa a3oTa v nponudepavnn rnagkon Myckynatypbl
COCY[I0B MOXET 0TMe4aTbCsi aHoMasibHas LiepebpoBackynsapHas
PEaKTUBHOCTb, YTO BELET K CHUXKEHUIO MO3rOBOro KpoBooo6palLLe-
HUSA NPU CepaevHoil HegocTatoyHocTmn [33]. Kpome TOro, aktmea-
LSt HEMPOryMOpanbHo cucTemsl y 601bHbIX ¢ XCH cnoco6eTByeT
HapYLUEHNO MO3roBOro KpoBOOGpaLLeHus, NPOBOLMPYA CYXKEHUE
Lepe6panbHbiX cocynos [34].

MauneHTbl ¢ KOTHUTMBHBIMU HAPYLLUEHUAMU 0BbIYHO UMEIOT He-
CKOJbKO CepAe4HO-COCYANUCTLIX (DAKTOPOB PUCKA KaK CUCTEMHBIX,
TaK 1 UepebpanbHbIX MUKPOCOCYANCTbIX 3a6oneBanHuii [35]. Kpo-
Me TOro, y NauueHToB C CepAEYHON HEeAOCTATOYHOCTLI) CUCTEM-
HbI BOCMANNUTENbHbIA OTBET MOXET CrOCO6CTBOBATh PAa3BUTUIO
KOTHUTUBHbIX HapyweHuin. daktop Hekposa onyxonu-a (TNF-a),
WHTEPNeiknH-6 (IL-6) n KOpTU30N BMECTE C BbICOKUM YPOBHEM
06LLero romouncTenHa B Nnasme CBA3aHbl C fereHepauuein Hei-
poHOB [36]. lMoBbIWEHHAA CEKPeLNs BOCNAIUTENbHBIX LUTOKMHOB
YBENINYNBABT HEPOTOKCMYHOCTb 3a CYET CeKpeuwuu riayramara
HENPOHaMK, MPUBOAS K MOBPEXAEHNIO 1 TMOENN KNETOK, 4TO YXYA-
LIAET CUHANTUYECKYH MACTUYHOCTb MO3ra U CMOCO6CTBYET CHU-
XKeHno namatm [37].

B nutepatype MMeETCS 3HAYMTESIbHOE KONWYECTBO AAHHbLIX O
cBA3N pubpunnauum npeacepauit (O) ¢ puckom pasBuTus Kor-
HUTUBHBIX HApyLeHnin 1 femeHuumn [38]. bbino nokasaHo, 410 y
nauueHTos ¢ XCH v conyTtcTtBytoLiei honbpunnsaumen npeacepani
YXyALWaKTCA 06LUMe MO3HABaTeNbHbIE CMNOCOBHOCTM WU NamsTb
BC/IELICTBME CHUXEHW MO3r0BOr0 KPOBOTOKA M3-3a MOTEPU CU-
CTONbI NPeSCepanii U CHWKeHUs yaapHoro o6bema [39]. Kpome
T0ro, ®I1 He3aBMCUMO CBA3AHA C KOTHUTUBHBLIM LehULUTOM Yepes
PS4 MEXaHU3MOB, BKITHOYAs MUKPO- U MaKpOIMBOMYeCKne cobbl-
Tns. Casb Mexay @I 1 KOrHUTUBHBIMI HAPYLLEHWUSAMI Y NALMEH-
TOB 6€3 K/IMHWYECKOr0 UHCYNbTA NPeanonaraeT, Y10 CKpbiTas am-
601117 MOXET CNOCOOCTBOBATL CHUKEHWIO KOTHUTUBHBIX (DYHKLNIA
[40]. CHMXeHMe ypoBHA TPOMOOMOAYNIMHA, COKPATUTENIbHOM CMo-
COBHOCTM MUOKapAa u 3acToil Kposu npu XCH MoryT npuBoanuTb K
MIKPO3MO0NN3aLum ronosHoro mosra [41].

NMOTEHLUWANDbHDBIE HOBbIE TEPANEBTUYECKUE

BO3MOXHOCTH JIEYEHUA XCH 1 UX BJINAHUE

HA KOTHUTUBHBIE ®YHKLIK

VImnnaHTauma uckyccTBeHHOro nesoro xxenygovka (LVAD) sB-
NSeTcs HOBbIM MeTofOM neyeHus XCH, mokasaBwium CBOK da¢h-
(PEKTMBHOCTb BO MHOTMX uccnepoBanusx [42]. Ho ocraercsa oT-
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KPbITBIM BOMPOC — cnocobHa nu umnnadtaums LVAD ynyywarb
KOTHUTUBHbIE (PYHKLW NALWNEHTOB?

EcTb naHHble, 410 yenewHas umnnantauns LVAD 3a c4éT yeenu-
YeHNs CeplevHoro BbI6GPOCa W yny4lleHns MO3roBOro KpOBOTOKA
y NauueHToB C NPOrpeccupytoLLeil cepaevyHon HeaoCcTaTO4HOCTbIO
MOXET CNOCO6CTBOBATh YNYHLIEHNIO KOTHUTUBHBIX (DYHKLWUIA, Npu
3TOM 3(MEKT HE 3aBUCUT OT TWUMA UMMIAHTUPOBAHHOMO YCTPOIA-
CTBa (NYyNbCUPYIOLLMIA UK HENPEepPbIBHbLIA KPOBOTOK) [43].

B psne uccnemoBaHuii U3y4anucb KOrHUTUBHbIE CDYHKLUWKU [0
umnnadtauuu LVAD n yepes 1 n 3 mecsua nocne onepauuu. Ma-
LiMeHTaM umnnaHTupoBanu yctponcteo DuraHeart LVAS, koTopsblii
npeacTaBniser co60i LEHTPOOEXHbIN POTOPHBIA HACOC C Hemnpe-
PbIBHbIM NOTOKOM. 10 pe3ynbTatam UccnefoBaHns He 6bino 06Ha-
PY)XEHO pasfnuynii B NoKasaTensix KOrHUTUBHON (OYHKLWN MEXay
MCXOLHbIMU NOKa3aTenamm 1 Yyepe3 1 mecsu nocne UMniaHTaLum
LVAD, HO 0TMeYanocb 3HAYUTENbHOE YMYYLIEHWE KOrHWTUBHOI
(pyHKLUN Yepe3 3 mecaua HabnoaeHus. [ony4eHHble pesynbTatsl
CBWIETENbCTBYHOT 0 TOM, YTO NPU OTCYTCTBMM NOCNEONEPALMOHHO-
r0 MHCYNbTa Y HEKOTOPbIX NALMEHTOB MOTYT HAONOAATLCS KOTHM-
TUBHbIE YNyyLleHns yepes 3 Mecsua nocre ycraHosku LVAD, paxe
€C/NN HEeT NPU3HAKOB yny4LleHus npu 30-AHeBHOM 06CneA0BaHUM
[44].

B npyrom nccnemoBaHUM KOTHUTUBHbIE (DYHKLMK OLEHMUBAnNach
¢ nomoulbto wwkanbl MoCA y 176 nauneHToB 0 1 4yepe3 8 mecs-
ues nocne umnnantauuu LVAD. [lo umnnanTauumu pacnpocTpaHeH-
HOCTb KOTHWUTUBHbIX HApyLIeHWit B rpynne Obina BbicOKoi: 118
yenosek u3 176 (67%) no wkane MoCA Habpanu <26 6annoB, 410
YKa3blBaeT KaK MUHUMYM Ha Hanuyue NErkux KOrHUTUBHbIX Hapy-
LLIEHNIA. 56 NauueHToB BbINK NOBTOPHO 006CNEA0BaHbI Yepe3 § me-
caues nocne umnnavtauuu LVAD. lMpn noBTOPHOM OLEHKe 06LLKIA
6ann no wkane MoCA, a TaKxe 3puTebHO-NPOCTPAHCTBEHHbIE,
UCNOSTHUTENbHbIE (DYHKLUMM, OTCPOYEHHAs NamATb OblIN 3HAYM-
TeNbHO ynyuLueHs! [45].

bbino nokasaHo, YTO WMNNAHTaUMS YCTPOICTB BCNOMOraTeslb-
HOTO KpOBOOOpaLLeHNs C HenpepbiBHbIM noTokom (CF-LVAD)
yny4LlaeT MO3roBOI KPOBOTOK B MOKOE NOCNe uMnnaHTauum [46].
OAHaKo HenymnbCUPYIOLINA MOTOK MOXET YBENMYUTb PUCK He-
6naronpuATHbIX HENPOBACKYNSAPHbLIX COObLITUIA BCIEACTBUE TaKMX
MUKPOLMPKYNATOPHBIX W3MEHEHUNA, KaK AUCHYHKLMSA 3HAOTENNS,
CHUKeHMe 61Mo0CTYNHOCTN OKCKAa a3oTa v nponudepauuns rnag-
KO MyCKynaTypbl COCY[0B, 4TO BEET K HapyLUEHWO Liepebpanb-
HOW aytoperynauun [47]. B ewe oaHoil paboTe 6bina caenada
MonbITKA N3Y4eHUS KOTHUTUBHBIX (OYHKLWIA NALUEHTOB C YCTPOR-
CTBOM BCMOMOraTefbHOro KpoBoO6GpaLLEHUs C HEeNPepbIBHbIM Mo-
Tokom (CF-LVAD) B monrocpo4Hoit nepcnektuee. OHM npeanosno-
XU, 4TO CKOPOCTb 06PabOTKN MHADOPMALLUM U UCTOSTHUTENbHBIE
(hyHKLMK, KOTOPbIE 60/16€ YYBCTBUTEMbHbI K LIEJIOCTHOCTY MESTKUX
cOoCya0B, yny4iarcs nocne umnnantauuu LVAD B pe3ynbTare BOC-
CTaHOBMEHWS MO3rOBOr0 KPOBOTOKA, OLHAKO OYLYT CHUXKATbCH C
TEYeHNeM BPEMEHM BCNEACTBINE MOBPEXAEHNS 3TUX COCYAO0B Npw
ONUTENIbHOM BO3[ENCTBUN HENYNbCUPYIOLLEro HENPepbIBHOIO Mo-
TOKa. B uccnegosaHue 66110 BKIOYEHO 668 nauueHToB, U3 KOTO-
pbix 552 (83%) NpoAEMOHCTPMPOBANU YXYALIEHNE MO KpanHei
mepe no 1 KOrHUTMBHOMY nokasaTento Ao umnnadtauuu LVAD, a
y 38 nauuenToB (6%) Habno4annuch HapyLUEeHNs no BCEM 5 KOTHU-
TUBHbIM napameTpam. KOrHUTUBHbIE (OYHKLMM OLEHNBANUCH Yepes
6, 12 n 24 mecaua nocne umnnantauun LVAD. [1aHHOe nccnepo-
BaHWe NPOAEMOHCTPMPOBANO, YTO HEMPOKOTHUTUBHAS (DYHKLMS
oCTaBanacb B 3HAYUTENbHOW CTEMeHW CTabUNbHON WAN ynyY-
wanacb y 6onblunHcTBa nauneHTos (80%) C Te4eHnem BpemeHn
nocne umnnaHtauuu LVAD. 3T0 noaTBepXKAaeT NpeanonioxXeHue,
4TO HeMeJJIeHHOe BOCCTAHOB/EHWE MO3r0BOr0 KPOBOTOKA Moche
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umnnaHtaumn LVAD yny4luaeT KOrHUTUBHbIE (OYHKLUM CPOKOM [10
2 net. OAHaKo Henb3s He 06paTUTb BHUMAHME HA TO, 4TO y Na-
LIMEHTOB, Y KOTOPbIX 4epe3 6 MecALeB HabMofanoch yny4lleHue
HEeNnoCpeACTBEHHON NaMATW W Ha3blBaHUS, NPUMEPHO ABE TPETH
BEPHYNUCb K UCXOLHOMY YPOBHIO K 24 MecsLam, YTO cornacyercs
C U3Ha4aNIbHOM MMMOTE30/ 0 HEMELIEHHOM YyYLLEHUN KOTHUTHB-
HbIX (DYHKLWIA C NOCEAYIOLWMM NOCTENEHHbIM YXYLLIEHNEM C Te-
YeHuem BpemeHn [48].

Henb3s HefooLeHNBaTh HEO6X0AUMOCTbL BHELPEHUSA NPOrpaMm
KOFHUTUBHbIX TPEHUPOBOK C LIESIbI0 YNyYLIeHUs nNamsTi, BHUMa-
HWUS ONA YIYyHLWeHNs NPUBEPXXEHHOCTU MALUUEHTOB K JIEHEHUIO 1
KayectBa Xu3Hu. Mccnegosanne «The COgnitive intervention to
Restore attention using nature Environment (CORE)» Hanpasnexo
Ha NPOBEPKY NpeaBapuTesibHON 3P(EKTUBHOCTN HEJABHO pas-
pa6oTaHHoro Nature-VR — TexHONOrM BUPTYanbHON peanbHOCTH,
OCHOBAHHOI Ha BOCCTaHAB/IMBAOLLEM BO3LEWCTBUAN NPUPOLbI.
Nature-VR moxet 06nagatb 601bLLIMM NOTEHLNUANOM 4119 YNy4Lle-
HUS BHUMAHUS, @ TaKXXe CamMO06CTY>XMBAHUA U KQ4eCTBA XU3HN Y
NauneHToB C Cepie4HON HeJ0CTaTOMHOCTbIO [49].

B Poccun 6bino nposefeHo uccnenoBaHne 3GEKTUBHOCTM
NPUMEHEHUs PenakcaLnoHHOro CLUeHapus ¢ NpUMeHeHWeM creum-
aNlbHO pa3paboTaHHom nporpaMmbl Flow B TeXHOMOrMN BUPTYaslb-
HOIA peasibHOCTU B OTHOLUEHMN KOMOPOUAHBIX CUMMTOMOB TPEBOTU
W aCTEHUM B YCNOBMSAX COMATUYECKOro crauuoHapa. Pesynbrarsl
NPOBEAEHHOr0 UCCNefOBaHUSA CBULETENbCTBYOT O TOM, 4TO WUC-
nosib30BaHNe penakcaumoHHoro cueHapus BP Flow dBnsertcs
3(PMEKTUBHLIM U NEPCMEKTUBHBIM UHCTPYMEHTOM AMS CHUXKEHUSA
TPEBOXHbIX M a(HEKTUBHBIX Xanob y nayueHToB COMaTU4eCKo-
ro CcTaynoHapa u MoXeT 6biTb PEKOMEHLOBAHO ANs BKOYEHUS B
nporpammy NoMoLLM B MeLULMHCKUX yupexaeHusx [50]. dddek-
TUBHOCTb PENAKCALMOHHOI0 CLEHAPUS B TEXHOSOMNI BUPTYanbHON
peanbHOCTU AN KOPPeKLM NPU3HAKOB AMCTPECCca U BO3MOXHBIX
YNYHLWEHNA KOTHUTUBHBIX (DYHKUMA Y GONbHbIX C XPOHWUYECKOM
CepAey4HON HeLOCTAaTOYHOCTLIO NPELCTOUT U3Y4UTb.

3AKJNTHOYEHUE

Pe3ynbTaTbl NPMBEAEHHbIX UCCNEA0BAHUA MOATBEPXKAAIOT Bbl-
COKY0 pacnpoCTPaHEHHOCTb KOTHUTUBHBIX HAPYLLEHWIA Y naLueH-
TOB C XPOHWUYECKOW CepAeYHON HEJOCTATOYHOCTbIO, YTO MPUBOANT
K MOBbILIEHNKD CMEPTHOCTU, YAaCTOTbI MOBTOPHbIX FOCNMTANM3aLiA
1 YXYAOLLIEHWIO NPOrHO3a.

AHanuanpys faHHble MUPOBOW NUTEPATYPbI, 04EBUAHO, YTO CEp-
Ae4yHas Hel0CTaTOYHOCTb W HAPYLIEHUS KOTHWUTUBHbIX (DYHKLUA
B3aWMOCBA3aHbl NOCPEACTBOM Pa3NYHbIX NATOPUIN0NOrNYECKMX
MexaHusmoB. B 0630pe npuBedeHbl UCCMEA0BaHUSA, 0OBACHSI-
LMe NPONCXOAALLME W3MEHEHWS! B TOIOBHOM MO3re (atpodoms,
CHVKEHIE MO3roBOr0 KpOBOTOKA, HeiipOBOCNANEHNE), B CEPALE I
00/bLLOM Kpyre KpoBOOOPaLLEHNS (CMCTEMHOE BOCNaneHue, OKUe-
NINTENbHbIA CTPECC), @ TAKXKE COYETAHNE JAHHbLIX MEXaHU3MOB NpU
Pa3BUTUN XPOHUYECKOI CEPAEYHON HEJOCTATOYHOCTM. 3HaHME na-
TOON3NONOTMYECKIX MEXAHU3MOB NO3BONT NPUMEHSATb B KNMHU-
4eCKON NPaKTUKe pa3nuyHble NOAX0AbI K (hapMaKonornieckomy u
HehapMaKoorm4eckoMy Nie4eHnt0, BO3AECTBYS Ha 3BEHbS NATO-
reHesa. bonee T0ro, CBOEBPEMEHHbI CKPUHMHT KOTHUTMBHBIX Ha-
PYLLEHNIA C NCNONb30BAHNEM TaKoro MPOCTOr0 WHCTPYMEHTA, Kak
MoCA TecT, MOXET 6bITb MONME3HbIMM ANS PAHHEr0 BbIABNEHUS W
npenoTBpaLLeHns AaNbHEeALero NporpeccupoBaHns KOrHUTUBHON
ONCCYHKLNY, 4TO NPUBEAET K NIYHLIMM KNMHUYECKUM pe3ynbTaTam
Y NALNEHTOB C CEPMIeYHON HEAO0CTATOYHOCTbIO.

HekoTopble NOTeHLWaNbHble HOBbIE TEPANeBTUHECKIE BO3MOX-
HOCTW NIE4EHNS MPOrpPeccMpyoLLien cepaeyHoNn HeoCTaTO4HOCTH,
TaKue Kak annapatHasi Tepanus, B YaCTHOCTW YCMeLUHas UMNnaH-
Tauus NCKYCCTBEHHOrO JIEBOM0 >KENYA04Ka, 3a CHET YBENIMYEHUS

CepAe4yHoro BbIGPOCA U Yny4lleHs MO3roBOro KpOBOTOKA Yny4-
LIAET KOTHUTWUBHbIE (DYHKLMMW, NPK 3TOM 3(DCEKT HE 3aBUCUT OT
TMNA UMNNAHTUPOBAHHOMO YCTPONCTBA (MYNbCUPYIOLLNA WU He-
npepbIBHLIA KPOBOTOK). OAHako BAnsiHWe umnnauTauun LVAD Ha
KOTHUTUBHbIE (DYHKUMM B AOATOCPOYHON NepcrekTBe A0 KOHUA
He ICEH, YTO TPeOyeT JanbHenLwmnx ccnegoBaHui.

Kpome T0ro, UMerTCs AaHHble 06 3PMEKTUBHOCTU NPUMEHEHUS
penakcaLnoHHOr0 CLIeHapns B TEXHOMOMUN BUPTYanbHOR peansHo-
CTW ANst CHMKEHUS TPEBOXHbIX U adhPEeKTUBHbIX Xanob y naum-
€HTOB COMATWYECKOro CcTaunoHapa, 0gHako aeKTUBHOCTb NpK-
MeHeHUs VR-CLeHapus ¢ LeSibio KOpPeKLMM NpU3HakoB AucTpecca
W YNYYLIEHUA KOTHUTUBHBIX (PYHKLUIA Y 6OMBHBIX C XPOHUYECKON
CepAeYHON HeOCTaTOMHOCTbIO NPEACTONT U3YYUTb.
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PE3HOME

0630p MOCBALLUEH aHANN3y AaHHbIX NUTEpaTypbl 06 0COBEHHOCTAX TeYeHus,
JMarHOCTUKM W NeYeHnst MHAAPKTa MUOKap/a B MONI040M Bo3pacTe. HecmoTps
Ha aKTyanbHOCTb NPO6eMbl MHAPKTa MUOKAPAA Y MOOAbIX, B COBPEMEHHbIX
KIMHNYECKUX PEKOMEHALMAX OTCYTCTBYET Creumdunyeckuii Noaxos K BeeHnto
1 06CNeA0BaHNI0 TakuX 60MbHbIX. [TOUCK NMTEpaTypbl NPOBOAUIN B CrieLyto-
wmx 6a3ax: PubMed, Google Scholar, Web of Science ¢ 1990 r. no 2023 r. Ha
npeaMeT BCEX UCCNeA0BaHNIA C KNHOYEBbIMI CMIOBaMU «MH(DAPKT MUOKapaa 1
MOSI0J0/ BO3pACT», «aTepoCKNepo3 1 MOMOAONA BO3PACT», «aTepoTpOMO03 U
MOJIofoi Bo3pacT», «myocardial infarction and young age», «atherosclerosis
and young age», «atherothrombosis and young age». Takxe npoBefeH aHanu3
BCEX MMEIOLLMXCA KMMHUYECKMX PEKOMEHAALNiA B 061acTi Kapamonoruu, re-
Matonorum, aHrnonorny BeayLLNX CneLnanua3npoBaqHbIx obLects. Mpeacras-
NEHHbIN 0630p He ABNAETCA CUCTEMATUYECKMM B BULY OCOGEHHOCTM TEMATUKM,
€6 LWNPOTbI, @ TaKXXe NOCTABNEHHO 3afa4l — PaclLMPUTL KIMHUYECKOe MblL-

NeHne Bpaya. HeocnopumbiM ABNAETCA (DAKT, YTO MEPBUYHAA NPOCMNAKTIKA
WHChapKTa MuokKapaa sensertcs 6onee aQeKTUBHON. Y4UTbIBAsA €XErofHbli
POCT Yncna nHapKkTa Muokapaa B MONOLOM BO3pacTe, HEOOXOAUMbIM ABASET-
Csl CO3[aHNe CreLmanbHOro MHCTPYMEHTa CTPATUMKALMYM PUCKA Y NALMEHTOB
MOMI0[0r0 BO3PACT, MOCKONbKY B KMHUYECKNX PEKOMEHLALMAX TaKoBas OT-
cyTcTBYeT. HecMOTps Ha 60MbLUNIA BKNAL, HeaTeporeHHbIX MPUYUH B Pa3BUTUE
WH(ApPKTa MUOKapAa y MONOAbIX NALMEHTOB, BCE )Ke OCHOBHOI NPUYMHOI ero
Pa3BUTUS ABNAETCA aTepOCKNepo3. ABTOPbI 0630pa NOATBEPXJAKT (haKT OT-
CYTCTBMA B HACTOALLEE BPEMS CreumanbHO NpopaboTaHHOro anroputma Befe-
Hus nauuenTos ¢ VIM B MONOAOM BO3pacTe, 0CHOBAHHOIO Ha BbIABMEHUN psifia
TPAANLMOHHbIX 1 HETPAANULMOHHbBIX (DAKTOPOB PUCKA, HA YCUNEHHBIX peabuni-
TAUMOHHBIX MEPONPUATUSAX. BCe 3TU No3uLmMu B HacTosALLee Bpems COpMynu-
POBaHbl B LENAX W 3aaqax CneunanbHoro cnnaxuposanHoro B HUW KIMGC3
CEeMWNETHEro UCCnea0BaHNM MHAgapKTa MUOKapAa y MO0AbIX NaLMEeHTOB.

Knto4eBble cnosa: MH(APKT MMOKap/a, MONOAOI BO3PACT, AUArHOCTUKA 1 JieveHue
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cTarblo. CTaThl NpOLUNA MPUHATYIO B XYpHANe npoLeaypy peLeH3npoBaHus.
ABTOPbI IEKNAPUPYIOT OTCYTCTBUE ABHbIX 1 MOTEHLMUANbHBIX KOH(DIIUKTOB UHTE-
PECOB UNN INYHBIX OTHOLLIEHWIA, CBA3AHHBIX C NYOANKALMEN HACTOALLEN CTaTbU.
Bknap asTopos. 3bikoB M.B.: KoHuenTyanuaauus, pazpabotka MeTOA0N0rUN 1

P< MVZ83@MAILRU

COZePXXaHua pykonueu, pabota ¢ nporpaMmMHbIM 06eCreqeHnem, HanmcaHme —
noaroToBka YepHoBuka pykonucu. bapbapaw O.J1.: dopmynuposanue ugeu,
Hay4yHOe PYKOBOZCTBO UCCIe0BaHNs, PeLaKTUPOBaHWE PYKONUCY

Bce aBTOpbI COOTBETCTBYIOT KpuTepuam aBTopcTBa ICMJE, npuHumann yyactue
B NOArOTOBKE CTaTby, Habope mMaTtepuana i ero 06paboTke.

DuHaHCUPOBAHME: He OCYLLECTBNANOCH.

Ina uvtuposauus: 3bikos M.B., bap6apaw O.J1. IHthapKT MuoKapaa y MONMOAbIX NaUMEHTOB — TaK N BCE 04eBWAHO? EBpasnidCKuii Kapamonoruyeckuii xypHan. ®espansb

2024;(1):108-115. https://doi.org/10.38109/2225-1685-2024-1-108-115

Pykonucb nonyyena: 25.07.2023 | Pewyensus nonyyena: 04.12.2023 | Mpunsata k ny6nukauum: 17.01.2024

© 3bikos M.B., bap6apau 0.J1., 2024

[laHHaa cTaTbs pacnpoCcTpaHAeTCa Ha YCNOBUAX «OTKPLITOro JOCTyna», B COOTBETCTBUN C nuLeH3uel CC BY-NC-SA 4.0 («Attribution-NonCommercial-ShareAlike»/ «ATpubyuma-He-
Kommepyecki-CoxpaneHneYcnosuii» 4.0), KOTOpas pa3peLLaeT HeorpaHNYeHHOe HeKOMMEpPYECKOe 1CMOb30BaHIe, PACNpOCTPaHEHE U BOCPOM3BEAEHME Ha NIOBOM HocuTene npu
YCNOBUM YKa3aHWs aBTopa 1 UCTOYHMKA. YTOObI 03HAKOMUTLCSA C MOMHBIMI YCNIOBUAMI JAHHON NIULIEH3NW HA PYCCKOM A3blKe, NOCeTUTe caiT: https://creativecommons.org/licenses/
by-nc-sa/4.0/deed.ru

| 108 | EBPA3VIVICKVIVI KAPOWIOSIOMNYECKUV XKYPHAST, 1, 2024


https://crossmark.crossref.org/dialog/?doi=10.38109/2225-1685-2024-1-108-115&domain=pdf&date_stamp=2024-02-25

ISSN 2225-1685 (Print)

YK 616-005.8:616-005.6 _
ISSN 2305-0748 (Online)

https://doi.org/10.38109/2225-1685-2024-1-108-115
'.) Check for updates

*Mikhail V. Zykov' Olga L. Barbarash'’

900

REVIEW

MYOCARDIAL INFARCTION IN YOUNG PATIENTS.
IS EVERYTHING SO OBVIOUS?

TResearcH INSTITUTE FOrR ComPLEX PROBLEMS OF CARDIOVASCULAR DISEASES, AcaDEmician L.S.
BarsarasH BouLevarp, 6, Kemerovo 650002, Russian FEDERATION;
2Kusan State Mepicar University, Mitroran Sepiv STreeT, 4, Krasnopar 350063, Russian FEDERATION

*Corresponding author: Mikhail V. Zykov, Dr. of Sci. (Med.), Leading Researcher, Laboratory of Neurovascular Pathology, Department of Clinical Cardiology,
Research Institute for Complex Problems of Cardiovascular Diseases; Associate Professor, the Department of Medical Rehabilitation, Kuban State
Medical University; Head of the Cardiology Department, Hospital No. 4; Tuapsinskaya street, 1, Sochi 354057, Krasnodar region, Russian Federation,
e-mail: mvz83@mail.ru, ORCID: 0000-0003-0954-9270; ResearcherlD: N-9272-2016

Olga L. Barbarash, Dr. of Sci. (Med.), professor, academician of the Russian academy of science, director, Research Institute for Complex Problems of

Cardiovascular Diseases, Kemerovo, Russian Federation, e-mail: olb61@mail.ru, ORCID: 0000-0002-4642-3610

SUMMARY

The review is devoted to the analysis of literature data on the features of the
course, diagnosis and treatment of myocardial infarction at a young age.
Despite the relevance of the problem of myocardial infarction in young people,
there is no specific approach to the management and examination of such
patients in current clinical guidelines. Literature search was carried out in the
following databases: PubMed, Google Scholar, Web of Science from 1990
to 2023 for all studies with the keywords “myocardial infarction and young
age”, “atherosclerosis and young age”, “atherothrombosis and young age”.
An analysis of all available clinical recommendations of leading specialized
societies in the field of cardiology, hematology, and angiology was also carried
out. The presented review is not systematic view of the specifics of the subject,
its breadth, as well as the task set — to expand the clinical thinking of the
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doctor. It is undeniable that primary prevention of myocardial infarction is more
effective. Given the annual increase in the number of myocardial infarctions at a
young age, it is necessary to create a special tool for risk stratification in young
patients, since there is no such tool in the clinical guidelines. Despite the greater
contribution of non-atherogenic causes to the development of myocardial
infarction in young patients, atherosclerosis is still the main cause of its
development. The authors of the review confirm the fact that there is currently
no specially developed algorithm for managing patients with myocardial
infarction at a young age, based on the identification of a number of traditional
and non-traditional risk factors, on enhanced rehabilitation measures. All these
positions are currently formulated in the aims and objectives of a special seven-
year study of myocardial infarction in young patients planned at our institute.
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VIHPAPKT MUOKAPOA B MOJI0O40OM BO3PACTE

B nocnefHue HECKONIbKO NET KapAuosioramu BCEro Mupa akTue-
HO n3yyaetcs U obcyxaaerca nHdapkT mmokapga (VM) y noxu-
NbIX nayueHToB. ViHdopmauns xe 0 cepe4H0-CoCYUCTbIX KaTa-
CTpopax y nauneHToB MONOXe 45 NIeT BCTPEYAETCA 3HAYUTEIIbHO
pexe. Tpn 3TOM UMEHHO Y MONOABIX nauueHToB MM MOXeT pas-
BUBATLCA BCNECTBME TaK Ha3bIBAEMbIX «HETPALULIMOHHbBIX> (hak-
TOpOB pucka (PP), BO3LENCTBME HA KOTOPble HEPEeaKO CNOCOBHO
YAYYLINTb NPOrHO3.

ExkerogHo fons monofpix nauuentos ¢ VIM Bospacrtaet [1]. Bos-
MOXXHO, 3TO CBA3aHO C HEA0OLIEHKON ponu Knaccuyeckux OP B Mono-
[I0M BO3pacTe, a TaKXe C YBENU4YEHNEM PacnpoCTPaHeHHOCTU cpeau
MONoAbIX Taknx ®P kak caxapHbiii guadet (CL), oxupenne [2].

HecmoTps Ha akTyanbHOCTb npo6nembl UM y monombix, B CO-
BPEMEHHbIX KITMHNYECKMX pekomeHaaumsx (KP) otcyTcTByet cneu-
nryecknii NOAX0A K BeEHN0 1 06CNeJ0BaHINI0 TaKUX BOMbHBbIX.
Bonee Toro, B eponerickux KP no ocTpOMy KOPOHapHOMY CUH-
apomy 6e3 nogbema cermenta ST ot 2020 roga pekomMeHAoBaHa
«0[INHAKOBAS CTPATErKs No SIEYEHNO U ANATHOCTUKE Y MONOABIX 1
NOXWNbIX NauneHTos» [3].

Hwxe 6yneT nposefeHa NOMbiTKa BblAENEeHUs HE0OXOANMbIX
ANarHOCTUYECKUX MepOonpuATUA, pesynbTaTbl KOTOPbIX CMOCOO-
Hbl MOBMNATL HA CTPATEruio BeJeHMs U NMPOrHo3 y AaHHON Kate-
ropun 60nbHbIX. CTONT NOAYEPKHYTh, YTO B HACTOSILLENA CTaTbe B
0CHOBHOM 06cyxpatoTcs npobnemsl UM 1 Tuna. Hawei 3agayei
He ABNANI0Ch NpoBefeHne fuddepeHunansHoro guartosa M 6es
06CTPYKTUBHOMO NOpaXkeHUsi KOpoHapHbIx apTepuii (KA). Cunta-
€M, YTO HEeT He06X0ANMOCTU ONUChIBATL BO3MOXHbIE MEXaHWU3MbI
passutus VIM 2 Tuna, TaK Kak ecTb BrOSIHE CaMOAOCTATOYHbIN
LOKYMEHT «4eTBEpPTOE YHMBEpPCanbHOE OnpeaeneHne MHMApKTa
miokappa (2018)» [4]. B HacTosLiee Bpems He NMPeAcTaBnifeTca
CNOXHbIM BbISIBUTb ANCCEKLNIO KOPOHAPHOW apTepum, AnarHocTu-
pOBATb OCTPbIA annepruyecknii KOPOHAPHBIA CUHAPOM (CUHAPOM
KyoHuca), onepatuBHO BbISIBUTb 3HAYUMYKO aHEMUI0, KPOBOMOTE-
PI0, OLIEHUTb CTEMEHb HapYLLIeHUs FreMOAUHAMMKM 1 T.4. TOrfa Kak
He BCerja 04eBuaHa rpaHb MeXay aTepoTpoM6030M 1 TPOMBO30M
KOPOHAPHOI apTepuy Ha (hOHE KaK 3HA4MMO, Tak W He 3HA4YMMO
CTEHO3MpYIOLLEr0 KOPOHAPHOTO aTepockneposa. Takxe Hke 6y-
OyT NpefCcTaBlieHbl J0Ka3aTesbCTBA O CBA3M KoarynonaTui ¢ npo-
rPeccupoBaHnemM aTepocKneposa.

ViccnepoBanus nocnedHux NeT NoKasblBaKT, YTO Y 60SbLINH-
CTBa MONofblX nauneHToB ¢ IM 6bin BbISIBIEH 3HAYMMbIA KOpPO-
HapHbIA aTepockrepos, yaiie B ogHon KA [5]. Hons naumeHToB
6e3 CTeHO3MpytoLLero atepockieposa KA BapblipyeT B pasfinyHbIX
NCTOYHMKAxX n coctasnset ot 13 go 25% [6, 7], 4T0, 04HAKO, He
NCcKNtovaet atepoTpomo0o3 KA [8], NOCKONbKY HU B OLHOM U3 NpU-
BEAeHHbIX UCCNEA0BaHUA He MNPOBOAWMIUCL BHYTPUCOCYAUCTOE
YNbTPa3BYKOBOE UCCNEA0BAHMNE UM ONTUYECKAs KOTEPEHTHas TO-
morpacdns KA. Tpom603 Xe, Kak W3BECTHO, MOXET Pa3BMBaTLCS
npu NOBPEXJEHUN W HE3HAYMMOW O6NALWKKM. Tak, NMOKa3aHo, 4To
cpefu naumeHtos ¢ MM 6e3 o6CTpykuum KA 6b110 BbISIBNEHO [0
40% paspbiBOB UM 3PO3UIA aTEPOCKNEPOTUYECKON 6nswkn [9].
Takum 06pasom, y 60MbLUNHCTBA MONOAbIX nauyneHtos VM pas-
BUJSICA BCNeAcTBMe aTepoTpombo3a KA [1, 5]. HactoTa xe passu-
TS HEKOTOPbIX BapuaHtos IM 2 Tuna X0Tb U BbIlle Y MONOAbIX
NauneHToB B CPaBHEHWK C 6ONee BO3PACTHbIMU, TEM HE MeHee
0CTaeTCs 10CTaTO4HO HU3KO!. Tak, B peructpe YOUNG-MI yactoTa
CMOHTAHHOI AUCCEKLN KOPOHAPHOW apTepnie y MONOABIX NauneH-
T0B cocTasuna 3,1% npotus 1,1% (p=0,003) [1].

Mopasnsatowee 60MbLWMHCTBO PaHee MPOBEAEHHbIX UCCNeaoBa-
HWIA paccmartpusanu npo6nemy UM B monofom Bo3pacte ¢ no-
31UMIA PAcMpOCTPaHEHHOCTN Knaccuydeckux OP atepockneposa.
[laHHble Takux MccnefoBaHWi BECbMA CXOXW U AEMOHCTPUPYIOT
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BbICOKYH PacnpoCTPaHeHHOCTb TpaauLMoHHbIX ®P passutus ate-
pocknieposa cpefn Monogbix nauuentos [1, 9]. OgHako npodusb
JaHHbIX QP 0TNN4aeTCcs OT TAaKOBOr0 y 60Jiee MOXMUIbIX NaLMeH-
T0B. CambimMm pacnpocTpaHeHHbIM ®P y MONoAbIX ABASANCH Kype-
HUe 1 Zucnunuaemus, B T0 BPeMs Kak apTepuanbHas runepTeHsns
(AT) n G} BcTpeyanuch foctoBepHo pexe [4, 5, 10]. Takxe, no
[aHHbIM MHOTUX UCCNEA0BAHUN, OXUPEHUE W OTArOLEHHas Ha-
CNEACTBEHHOCTb MO CEPAEYHO-COCYANCTLIM 3a60/1€BaHNAM LOCTO-
BEPHO Yallie PerncTpupyeTca y Mosofpix nauueHTos ¢ M, ogHako
B HEKOTOPbIX paboTax 3HAYUMbIX Pasnn4ui BbISIBMIEHO HE 6bIN0
[11, 12]. NmetoTce pauHble, 4T0 B 20% cnyvaes knuuuka VIBC B
MOM0/[I0M BO3pacTe 06YCM0BMNEHA HeaTePOCKIIePOTUYECKUMU (hak-
TOpamu, TakUMI Kak KOPOHAPHblE aHOManuu, SUCnnasun coeau-
HUTESTIbHOM TKAHW U ayTOUMMYyHHble 3a6oseanusa [13]. C apyroi
CTOPOHbI, B AMNOHCKOM uccrenoaHnn 97,8% nauueHToB MMenu
X0T5 6bl OIMH Knaccuyecknii ®P pa3BuTus atepockneposa [14]. B
uccnegosatun INTERHEART 6bino nokasaHo, 4T0 TpaguLnUOoHHbIe
®P (KypeHue, AT, CLI, pucannuaemus) senatotcs 601ee BOXHbIMN
npefukropamm M y MonofbIX My>XHUH (<95 NeT) 1 KeHLWNH (<65
neT), 4em y 6onee cTapluen BO3pacTHOM Kateropun [15].

[Opyrum nogxoom B UCCNefOBaHUM PAHHEr0 PasBUTUS aTepo-
ckneposa KA sBnsetcs aHanu3 reHeTuHeckmx noaumopprusMos.
B 0630pHoit cTatbe E.H). AHgpeeHko u coasTopos (2018 r.) go-
CTaTO4HO MOAPOBGHO OMUCHIBAIOTCSH TeHeTuveckne ®OP paHHero
passutua uwemuyeckon 6onesHn ceppua (MBC), nepcnektusbl
CO3[aHNsA 1 NMPUMEHEHNS LKA reHeTnyeckoro pucka [16]. Ham-
60ee pacnpoCTPaHEHHbIMI U U3BECTHBIMU ABMAIOTCA MyTaLumn B
reHax, NpuBoAALLME K Pa3BUTUI0 CEMEAHON runepxonecTepuemni
(CTX): LDL, ApoB-100, PCSK9 (nponpoTenH-koHBepTa3a cy6Tu-
nuH/kekeuH Tuna 9). B poccumitckoin nonynauuu Yactora GrX, no
AaHHbIM ucenegosanns ICCE-P®, coctasnser 0,8% [17]. Acco-
Lunauuns passuTUs aTepockepo3-accoLMMpoBaHHbIX 3a60/1eBaHN
(AA3) B monogom Bospacte ¢ Hanu4uem CIX Becbma 04eBULHA U
JokazaHa. OfHako B fercTaylowwux KP no oCcTpoMy KOpOHApHO-
MY CMHIPOMY HET aKLeHTa Ha HeobXo4MMOCTb McKoYeHns CrX
npu paHHem fge6rote IM Ha oHe BbICOKOrO YPOBHA 06LLEro Xo-
nectepuHa (OX), nMnonpoTenHoB HU3KOMA nioTHOCTM (JTHM) nnn
Tpurnuuepugos (T1) [18]. Takue MHCTPYKUUM UMEIOTCA B Creuu-
ANN3NPOBaHHbIX HALMOHANBHBIX KP, NOCBALLEHHbIX HApYLEHNAM
nunugHoro obmeHa [19]. 3anoposputs CIX Heobxogumo npw
paHHeMm fe6toTe AA3 (MyX4MHbI MONOXe 55 NeT, XeHLMHbI MO-
noxe 60 ner), Bbicokom ypoBHe OX (=8 mmonb/n) unn JIHM (=5
MMOJSIb/N), HAMYUI NUMONAHBIX Ayr Y NaUMeHTOB MOM0Xe 45 neT,
HaNM4UU KCaHTenasm (Mmnockue, Xentble 06pa3oBaHMs Ha KOXe
BEK), KCaHTOM (04aroBble 06pPa30BaHUA OT XKENTO-KOPUYHEBOrO
[0 PO30BOr0 LiBETa, pacnonararLyuecs B 061acTu CyXoXunui, cy-
CTaBOB, Ha NafiOHAX, CTOMNAX, AroAmuax, 6egpax). [na noaTeepx-
JeHus gnarHosa CrX BaHO MpOBECTUM aHanU3 nosammoppu3mos
LDLR, APOB, PCSK9, xoTsl ux OTCYTCTBME HE UCKITHOYAET HaNM4me
FEHETUYECKN JeTepMUHUPOBAHHON gucnunugemun. Heo6xoanmo
OTMETUTb, YTO CBOEBPEMEHHAS MOCTAHOBKA AAHHOI0 AWarHo3a He
ABNAETCA NMPA3AHbIM MHTEPECOM. JTO MO3BOMANUT CBOEBPEMEHHO
Ha3HAYUTb KOMOUHMPOBAHHYIO NMMULCHUKAIOLLYIO TEpanuio n He
[aTb BPEMEHN AN fafibHeLero nporpeccupoBanHus atepockne-
po3a, a Takxe NpoBecTU 3EKTUBHbIN KACKaLHbIA CKPUHUHT Y
POLCTBEHHUKOB.

OTLenbHOr0 BHUMaHUS 3acnyxusaeT nunonpoteund (a) (J1M(a)),
YXKe CTaBLUMA KNacCU4eckum Ans Hawero noHumauus OP. Ero
KOHLEHTpaLns TakKe B OCHOBHOM TeHETUHeCKN AeTepMUHIUPOBA-
Ha. JIM(a) aBnaeTca ycTaHOBNEHHbIM He3asucuMbiM OP paHHero
pa3BMTUA aTepockneposa u aopTtanbHoro creHosa [20]. Morneky-
na JIM(a) npencrasnser coboi anonmMnonpoTenH-B, copepxatimi
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NUNONPOTENH, KOTOPbIA CTPYKTYpHO nopo6eH JIHI, HO umeeT
LOMOSHUTENTbHBIA NNa3MUHOrEH-NOAOGHBIA [OMEH, NPensTCcTBY-
towmnin pubpuHonuady. B poccuickux [19] u eBponenckux pyko-
BOACTBAaX Mo aucnunugemun [21] pekoMmeHAyeTcs onpeneneHune
ypoBHs J1M(2) X0T5 6bl Pa3 B XXNU3HN KKAOMY B3POCIIOMY CyObEK-
Ty. B opyrux pekomeHpaumsx, Hanpumep: 2018 American College
of Cardiology/American Heart Association Cholesterol Guidelines,
2019 National Lipid Association Scientific Statement, 2019 HEART
UK Consensus Statement — 0TaenbHbIA aKLEHT AeNaeTcs Ha onpe-
fenexue JIn(a) npu paHHem fe6tote AA3 y nauueHTa uam npum ots-
rOLLEHHOM aHaMHe3e Mo JaHHOMY MyHKTY [22]. CBOeBpeMeHHOoe
BbISIB/IEHIE NMOBbILLEHNS YPOBHA J1T1(a) ABNAETCA KpaHe BaXHbIM,
NOCKOSbKY [AHHOE OTK/IOHEHUE UMEET Creunguyeckoe neveHue.
Tak, cHu3ntb Ha 25-30% ypoBeHb JIn(a) cnocoBHbl MHIMOUTOPBI
PCSK9 v nHknucupaH [23, 24]. B HacTosLee BpeMs 3aBepLuaeTcs
[l ha3a nccnenosanus HORIZONT, rae mayyvaeTcs KNMHUYECKas
a(pekTUBHOCTL U 6€30MacHOCTb MpenapaTa nefakapceH, Aen-
CTBWE KOTOPOro HarnpasfieHo Ha CHKeHue yposHa J1M(a) [https:/
clinicaltrials.gov/ct2/show/NCT04023552].

B Hactosllee Bpems ONUCaHbl acCOLMUPOBAHHbLIE C PUCKOM
pazsutust VIM nonumopdunambl reHos, Hanpumep, ST6GALNACS,
CYP27A1, MEF2A, LRP6 u T.4. [16]. MexaHusm, ¢ NOMOLLbHO KO-
TOPOro MyTauun [aHHbIX TeHOB NpUBOAAT K passutuio UGG, B
HACTOALLEE BPEMS HEW3BECTEH, YTO [eNaeT TapreTHyK Tepanuto
HEBO3MOXHO. Takum 06pa3om, onpefieneHne SaHHbIX NOAUMOp-
(DU3MOB B HACTOALLEE BPEMS HOCUT YACTO HAYYHbI MHTEPEC U B
KMUHUYECKO NpakTKe He pekomeHAoBaHo. OfHAKO BMOJHe nep-
CMEKTUBHBIM KaXXETCH OMNpefesienne psaa nonmmopdusmMos reHos
KaK [ONOMHAOLWMX PakTopoB K cTtpatudukauum pucka M ¢ ue-
NbK NEPBUYHON NPOUNAKTUKK. Tak, NOKa3aHo, YTO BblAeseHune
Takux ®P kak KypeHue, Al, nosbiweHue JTHM, TI B covetaHuu ¢
reHoTunom -675 5G/4G reHa PAI-1 no3BonseT naeHTUULNPOBaATh
MaLMEHTOB C BbICOKUM puckom passutua VM 1 Tuna [25].

[mnepkoarynaumus kak aktop, npegpacnonaratolui Kk arepo-
Tpom603y. OCHOBHOM W3 MHOXECTBA MPUYMH FMNepKoarynsLmm
ABNAOTCA TPOMOBOUIMN. TpoMOOdPUIMN BO3MOXHO PasfenuTsb
Ha HacneACTBEHHbIE 1 NpuobpeTeHHble [26]. K 40BOSIBHO XOPOLLO
N3Y4EHHbIM NMPUYUHAM HACNELCTBEHHBIX TPOMOOUINA OTHOCHT-
Cs MyTaLnK, NPUBOLALLME K CHUKEHUIO aKTUBHOCTI NPOTUBOCBEP-
ThIBAIOLLEN CUCTEMBI KPOBM. Hanpumep, B reHax aHTUTPOMOUHA,
npotenHa S 1 G [26]. Lpyroil Npu4nHON SBASKOTCA MyTauuun, npu-
BOASLLNE K YCUNEHWNIO aKTUBHOCTM CBEPTHIBAIOLLEH CUCTEMbI KPO-
BW. Hanpumep, mytauus JleifeHa B reHe hakTopa CBepTbIBAHMS
V unu myTauus B rese npotpom6uHa. Takxe 06CYXAAeTCs posib
myTauuin cpaktopoB ceeptbiBaHua VI, XI, romounctenHa, AHyc-
KuHasbl JAK2 [26]. CTonT OTMETUTb, 4TO (hakTU4ecku Tpom603
hopmupyeTcs Npu B3aMMOAENCTBAN TEHETUYECKUX (PAKTOPOB U
(DaKTOPOB OKpPYXalOLLel Cpebl, YTO 06bACHSAET pasfMyHOe Teye-
HUe 3260NeBaHNA Y HOCUTENEN OHUX U TEX XKEe MyTaLun.

K BaXHeilwnm npuobpeTeHHbIM TPOMO0MUNINAM OTHOCAT aHTU-
hoconunuaHblit cuaapom (ADC), napoKcM3ManbHyH HOYHYIO re-
morno6unyputo (MHT), muenonponudeparsHbie HOBOO6PA3OBaHMS
(MITH). Takxe CyLLeCTBYIOT COCTOSIHUSA, BEAYLLUME K runepkoaryns-
. Tak, rmneproMoLncTeENHEMIIO 06CYKAAKOT C MO3NULMIA accoLm-
auum ¢ Tpombo3amu. HacneacTeeHHbIE U NPUOBPETEHHbIE TPOMOO-
(OunmMm MOryT B3aUMOLENCTBOBATL APYr C APYroMm, YBENNYMBAsA PUCK
Tpom603a, Hanpumep, BO BpemMs 6epeMEHHOCTI 1 B NMOC/IEPOA0BOM
nepuoge, Npu npueme opanbHbIX KOHTPaLenTueoB [26].

B KP BputaHckoro o6Liectsa rematonoroB no tpomeéodunmm
ot 2022 rofa, TeCTUpOBaHWe Ha NPUOBPETEHHble TPOMOO MUY
He PEKOMEHJIYEeTCs BCEM nalueHTam ¢ atepoTpom603oM. OfHako
TecTupoBaHue Ha auTudocdonunuaHbie aututena (A®-AT), MIMTH

u MHI cnefyer paccmarpusarb Yy NauWeHTOB C apTepuaibHbiM
TPoM6030M NpK OTCYTCTBUM ApYriux OP WnN BbIPXXEHHOrO aTte-
pOCKMepo3a, 0CO6EHHO Y MOMO/bIX NALMEHTOB U Y NaUWUEHTOB C
OTKJIOHEHUSMI OT HOPMbl B 06LLeM aHanuse Kposu (npu MITH un
[THI), nocKonbKy 3TO MOXET 0Ka3aTb CYLEeCTBEHHOE B/IMAHUE HA
Nie4eHue nauueHTos [26].

AuTudocdonmnuaHbli CMHAPOM ABNSETCA Haubomnee pacnpo-
CTpPaHeHHO! OopMOIA NpUo6PeTEHHO Tpombounnuu. YCnoBHO
BbIAeNsT nepBuyHbli AOC n BTOpUYHLIN ADC, accounnpoBaH-
HblA C APYrMMKU ayTOMMMYHHbIMWU 3a60/eBaHuaMu (Hanbonee
4acTO C CMCTEMHOW KpacHOM BONYaHKOM) [27]. KoHe4Ho, YacToTa
BO3HUKHOBeHMsA IM Ha doHe ADC Hesenuka — Bcero 2,8% [28].
OfHako faHHas npobnema Bce paBHO TpebyeT 00CYXAeHUs, no-
CKOJbKY MMeeT cneunduyeckoe nevenue. [inarios A®C ycraHas-
NNBABTCH NMPU HANMYMW NO KpailHei Mepe OJHOr0 KIWMHWUYECKOro
npu3Haka (TpomM603 UK OCNOXHEHWS BEPEMEHHOCTI) U OLHOr0
NabopaTopHOro MpU3HaKa: BOYAHOYHBIA AHTUKOArynaHT (BA),
aHTUTeNa K KapAMoONUNUHY MAKN aHTUTena K S2-rmukonpoTenHy-I
(aHTn-B2IM1). Yposenb AD-AT JOmKeH MpesblllaTh LUArHOCTU-
YecKue KpuTepun B IBYX WK 6ONee aHanus3ax ¢ WHTepBanoM He
meHee 12 Hepenb [29]. CTouUT noAYepkHYTb, YTO onpeaeneHue
BA He [O/MKHO NPOBOANTLCA HA (DOHE TeYeHUs TPOMOOTUYECKOrO
npoLecca Wnu npu akTUBHOM BOCMANeHMn, B 6nuKallee Bpems
nocne poaoBs (3 MecsLeB), NOTOMY 4TO 3TO MOXET NMPUBECTU K
NOJTYHEHNIO JTI0XKHOMONOXUTESIbHOrO UK NOXHOOTPULATENTIbHOI0
3HaveHus [29]. Onpepenexne BA Ha hoHe npuema aHTUKoarynsH-
TOB TaKXXe PeKOMEHAyeTcs u3beratb BBUAY MCKAXKEHUS Pe3yib-
TaT0B. ECnn 06ecneyqnTb NepepbiB B NMpuUeMe aHTUKOArynsHTa He
npefCcTaBnAeTCcsd BOSMOXHbIM, HE0OX0AMMO TLIATeSbHO BbI6PATh
nabopaTopHbIA MeTOA onpeaeneHns BA n OLUEHWTb BO3MOXHbINA
BKMaj aHTNKOArynsHTa B UCKaXKeHNe peaynbTarta. YeTKnx BpeMeH-
HbIX PaMOK OTMEHbI aHTUKOArynsHToOB nepes 3a60pom KpoBW HeT.
[TOCKONbKY HU3KOMOMNEKYNAPHbIE renapuHbl He UMEKT BbIPaXeH-
HOro BNUSHMSA Ha pe3ynbTaT BA, pekOMeHAyeTcs UX HazHadeHue
BMECTO BapdhapuHa Wnn nNpsAMbIX OPanbHbIX AHTUKOAryNsHTOB
He MeHee, Yyem 3a 48 yacos nepep 3a6opom kposu [29]. B 2017
roay 6bi1 0nNy6nuMKoOBaH CUCTEMATUYECKUA 0630p, BKITHHUBLLNIA
40 KnMHNYecKknx cnyyaes: 75% naunertos ¢ AOC nvenu unm He-
n3meHeHHble KA, unn nx tpom60o3 [30]. H. Gandhi n coasTopamu
(2019 r.) 66110 NOKa3aHo, 4To cpean naunentTos ¢ ADC gons MM
6e3 3Ha4umoro nopaxeHus KA 6bina 3Ha4MTeNbHO MEHbLLUE U CO-
crasuna 20% [31]. H. Pervez n coastopamm (2019 r.) onucaH Knu-
HUYeCKUi cnyyan maHudpectauynu ADC passutnem Tpom6osa KAy
27-netHei pesylwikn [32]. B HacTosLlee Bpems 06CnefjoBaHne Ha
A®C pekoMeH[0BAHO MauyeHTaMm C OCTPbIMU MHOXECTBEHHbIMN
TPOMOOTUHECKUMU COOLITUAMU M NPU3HAKAMU OPraHHOW Hefo-
CTaTO4HOCTW, CBUAETENbCTBYIOLMMM O KaTacTpodmndeckom ADC.
Takxe onpeneneHne AD-AT peKkOoMeHA0BaHO naLMeHTam C apTe-
puanbHbIM TPOM6G030M NpU OTCYTCTBUM Apyrux OP. Yyutbisas To,
410 ADC aBnseTcs NPUoBPETEHHON TPOMOOGUANEN, CKPUHUHT Ha
A®-AT He peKOMeHAyeTcs y POACTBEHHNKOB 60/1bHOMO [26].

B nutepatype A0CTaTO4HO WMPOKO 06CyxaaeTcs cea3b ADC ¢
paHHMM pas3BuTMEM aTepockrieposa [33], 4To B UTore 06ycroBusIo
[00aB/ieHne paHHero e6tTa aTepockneposa K BapuaHTam MaHu-
thectaumn ADC [34]. HecmoTps Ha 3T0, HU B OHUX TekyLmx KP,
noceaweHHbIX AA3, ADC He 3HAYUTCA Kak BO3MOXHAsA MpuymHa
pa3BuUTMS aTepoCKNepo3a 1, COOTBETCTBEHHO, OTCYTCTBYIOT PEKO-
MeHAaUMM No ero AWarHoCTUKe. B poccuiickux pekomeHmaunsx
2019 ropa no nepucpepuyeckomy atepocknepody A®C ynomsaHyT
TONbKO KaK NMPUYUHA OKKMO3WN JUCTANIBHOO apTepuanbHoro pyc-
na npu andpepeHLmanbHON UArHOCTUKE HE3aXUBAKOLWMX paH
KOHe4HocTei [35].
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HecmoTps Ha 10, 410 B KP no A®C B Ka4eCTBe aHTUKOAryssHToB
npu apTepuanbHblil TPOM603ax PEKOMEHL0BaH Npuém BapapuHa
nu KoMbUHaumm BapdapuH 1 acnupuHa [36], B nocnefHee Bpe-
M$ MOABNAETCA BCE 60MbLUe Ny6nnKaLmMin, NOCBALLEHHBIX Onpese-
nexuto mecta NMOAK n moHoTepanun acnupuHa B nedveHnn ADOC.
AcnnpuH MOXHO HasHayaTb nauyueHTam 6e3 KNUHUYECKUX npo-
aBneHun A®C, Ho umerowmum npoduns AD-AT BbICOKOrO PUCKa,
a TaKXe nauneHTam C CUCTEMHOI KpacHOM Bon4aHkoit 6e3 ADC
1 XKeHLMHaM, y KoTopbix ADC nposBNsaeTcs TONbKO aKyLepcKo
narosiorneil B aHamHe3e [27]. Kpome TOro, fie4yeHne acnupuHom
MOXHO MCMOMb30BaTh B KOMOUHALWM C aHTUKOArynaHTamm Ans
NPOCHMNAKTIKN BTOPUYHBIX apTepuanbHbIX TpoM6030B npu ADC,
npu4ém ¢ uenesbim ypoBHem MHO 6onee 3.0. CyliecTByrOLIMA
KokpeliHoBCKNiA 0630p [37] 1 MexayHapoaHble accoumauun [27]
He PeKOMEHZYIOT NPUMEHATb puBapoKcabaH A NPOdMNaKTUKK
TPpoM6030B Yy naumeHtoB ¢ ADC, 0CO6EHHO C «TPOIHOW NO3UTUB-
HoCTbi0» N0 AD®-ATJ1. HasHavenue MOAK BO3MOXHO TONBKO npu
HENepeHoCUMOCTA WU HeAOCTaToYHOW 3adpdpekTuBHOCTU ABK.
SSC/ISTH (Scientifi ¢ and Standardization Committee/International
Society on Thrombosis and Haemostasis) cdyopmynupoBanm Becb-
Ma CTPOrue orpaHnyeHns B otTHowweHuu npuéma MOAK. Bo-nepsblx,
MOAK He [oMmKHbI Ha3Ha4aTbCs nayneHTam ¢ ADOC ¢ BbICOKUM pu-
CKOM TPOM603a: - C «TPOHON NO3UTUBHOCTbIO» N0 AD-AT; - ¢ ap-
TepuanbHeIMM TPOMB03aMK; - C TPOME03aMN MENIKNX COCYL0B UK
OpPraHHbIMU NOPAXEHNAMU; - C NATONOrMel KnanaHos cepaLua. Bo-
BTOPbIX, NALWEHTAM C PELMANBMPYIOLLUMU TPOMOO3AMU, KOTOPBIM
TPe6yeTcs MHTEHCUMKALUMUS aHTUKOAryNaHTHON Tepanuun, BMeCTO
HasHa4veHus MOAK cneayeT TwaTenbHo nogobpate no3y ABK, no-
6aBUTb NPU HEOBXOAUMOCTY J1eHeHe HU3KOMONEKYNSPHbIMY Te-
napuHamu u/unm aHTUTPOMGOLMTapHLIMK Npenapatamu [38].

Cpeqm COCTOSHUIA, aCCOLMMPOBAHHBIX C rUNepKoarynaumen, ot-
LEeNbHOr0 00CYXJEHUs, 3aCNyXMBAET TMNepromMoLMCTenHeMus.
Fomoumctenn (ML) — cepocofepxallas aMMHOKUCNOTA, ABMSIO-
LLAsCA 4acTbio 06MeHa MeTUOHUHA. OH 06pasyeTcs B OpraHu3me
N3 METUOHWHA NpU ero [eMeTurMpoBaHun. Ero KoHLEHTpaums
B Nnasme B OCHOBHOM 3aBMCUT OT [BYX peakuui mMeTabonu3ma,
BKIIIOYAKOLLMX TpaHCCyNbypaunuo romounucTenHa ¢ obpasosa-
HUeM UWUCTEWHA U PEMEeTUIMPOBaHMe C 06pa3oBaHMEM MEeTUO-
HWHA. KrnioyeBbiMU (hepMeHTaMn B 3TUX MpoOLeccax ABNAKTCA
LMCTaTMOHMH-B-cuHTeTasa (LBC) n metunenTeTparngpodonar
pesyktasa (MTT®P) cooTBeTCTBEHHO. OCHOBHbBIMM KO-(hakTOpamu
MeTabonmM3Ma MeTUOHIUHA ABNSIOTCS (hONMeBas KUCNoTa (BUTaMuUH
B9), nupngokcuH (Butamun B6), unaHokobanamuH (sutamud B12)
n puéodnasuH (ButamuH B2). ButamuH B6 BbICTYNaeT B ponun Ko-
(haktopa npu TpaHccynbdypauuu romounCcTenHa, a BUTAMUHbI
B12, chonar, a Takxe BUTaMUH B2 y4acTBylOT B npoLecce peme-
Tunuposanus [39].

Takum 06pa3om, npuduHbl TTL YyCNOBHO MOXHO pa3aenutb Ha
5 kareropui: 1) HapyLleHue paboTbl (HepMEHTOB, 06YCNOBNEHHOE
reHeTNYecKUMM gedpektamu; 2) edonumnt Ko-gaktopos; 3) n3bbl-
TOYHOE NOTpebneHne MeTUOHMHA; 4) cneunduyeckue 3abonesa-
HWA, TaKne Kak no4eyHas HeJoCTaTO4HOCTb, TMMNOTUPEO3, aHEMUS,
3/10Ka4eCTBEHHbIE HOBOOBpPa3oBaHus, ncopuas, G, CKB, 3abone-
BaHUS XEJSYL0YHO-KNLIEYHOr0 TPpakTa; 5) npuém creunmgmyeckmx
npenaparos, TakUX Kak XONeCTUPAMWUH, MeTaTpekcar, OpabHble
KOHTpaLenTuBbl, kKapbamasenuH, MeTopmuH [39].

B nuteparype cpurypupyroT jBa NOHATUA: TUNEeproMoLmncTenHe-
mua (ITL) u runepromoumnctennypus (IMY). ITY — reteporenHas
rpynna HacnefCcTBeHHbIX 601e3Heil 06MeHa BELLECTB, OTHOCALLA-
ACH K amuHoaumaonarusam, 06yCnoBNeHHas HapyLLIeHem MeTabo-
Nn3ma cepocoepxxaLix aMMHOKICIOT, B NEPBYH0 04epeib METHO-
HUHa. [TY pa3genseTcs Ha 2 TNa B 3aBMCMMOCTM OT JIOKanm3aumn
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MyTalUmMn: Knaccuyeckas, csizaHHas ¢ mytauusmu reda LBGC, u
o6ycnosneHHas geduuutom MTT®OP. Wx obLliee crneactene —
NOBbILLIEHNE YPOBHS 06LLEro roMOLMUCTENHA, NPKU 3TOM aMUHOKUC-
NOTHbIA Npousib Npu pasHblx opmax LY 3Ha4yuTensHO oTu-
yaetcs. Takum o6pasom, [TL aensetca 6onee WNPOKUM MOHATU-
€M, BK/0YalLWnm B cebs 1 BTOPUYHOE MOBbILLEeHNEe ypoBHA [T,
Hanpumep, BCreAcTBUe fedmunTa paga ButamuHoB. [lanee 6yayt
1CNoNb30BaThCcA 06a TEPMUHA B 3aBUCUMOCTI OT UCTOYHMKA WH-
hopmaumn.

Ananu3a akTyanbHbix KP nokaszasn, YTo Tof1bKO NPy ULLIEMUYECKOM
VHCYNbTE €CTb YKa3aHWs 0 Heo6X0AMMOCTN OnpefeneHns YpoBHs
I'Ll [40]. Mpw aToM B nuTepatype HanaeHbl ONMCAHUA KIIMHUYECKUX
cnyyaes passutusa VM Ha dooHe TL [41, 42]. B 2022 rogy MuHs-
Apasom PO 6b1n1 0406peHbl peKoMeraunm «HapyLieHne o6meHa
Cepocojepxallnx aMmUHOKUCNOT (FOMOLUCTUHYPUS)», MPUMEHN-
Mble KO B3POC/bIM 1 [eTAM. B [IaHHbIX peKOMeHAALMAX yKa3aHo,
4TO TPOMOO3bI (Yalle BEHO3HbIE, YEM apTepuarnbHble) ABAOTCA
BTOPbIM M0 YactoTe ocnoxHeHuem TY. Moytn y 50 % nauneHTos
K BO3pacTy 29 neT 0TMeYatoTCs COCYANCTbIE OCNOXHEHUS, npej-
CTaB/eHHble TpOM603amu. B psae cry4aes nopaxeHue cCOCynoB
MOXET SBAATbCA €AMHCTBEHHbIM CUMNTOMOM 3a60NeBaHUs, BO3-
HUKaKOWMM Ha 2-3 [ecATUNETUN XU3HWN (0COGEHHO Y NaLMEHTOB
C Hanbonee 4acToil rOMO3UrOTHOM MUCCEHC MyTauuen ¢.833T>C
B reHe LIBC). Tpom603bl, BO3HMKAOLLME B MOSIOAOM BO3pacTe,
yKa3aHbl MepBbIM MYHKTOM B KIMHWYeCKUX npossresusx [TY,
CBSI3aHHOI ¢ MyTauuamun rexa, kogupyowlero LIBC. ns romouu-
CTUHYpUK, 06ycnoBeHHon aeduuutom MTTOP, Tpom603bl BO3-
HUKAKT HECKONIbKO pexe — B 21% cnyvaes. B jaHHOM LJOKyMeHTe
nauyeHTam ¢ NoJo3pPeHNEM Ha FOMOLMCTUHYPUIO PEKOMEHA0BAHO
KONMYECTBEHHOE OMNpefieNieHne MeTUOHIHA, 06LLEro n cB0604HOr0
romMouncTenHa B Kposu 1 moye [43]. B 2017 rogy ony6nukoBaHsbl
peKoMeHJauny No AUarHOCTUKE U NevyeHnto aeduuuta LnuetaTmo-
HUH 6eTa-CUHTa3bI [44].

MexaHuam passutis Tpom6030B npm ML B HacTosLLee Bpems
He BMOMHEe ACEH: YKasaHa posib akTMBaLMM TPOMOOLNTOB (Npsmast
1 Henpamas), akTueauuu gaktopa XaremaHa u gakropa V, aHgo-
TenmanbHasa ANCAYHKUUSA U OKUCANTENbHBIA CTPECC C aKTMBALIM-
eil TKaHeBOro (paktopa, nojaeneque npotenHa G n aKkcnpeccum
Tpomb6oMoaynuHa. Kpome Toro, 66110 nokasaHo, 4to L Bnuser
Ha 6M00CTYNHOCTb OKCUAA a30Ta, UHTMBMTOPA SHA0TENNANbHON
1 TPOMOOLMTAPHOI aKTMBALMUM, TEM CaMbIM YCUNWUBAs peakuuio
TPOMOOLMTOB Ha (ON3NONIOrNYecKe CTUMynATopbl [43].

OnarHoctuka ITLL pekomeHaoBaHa Npu HAIMYUN KIUHUYECKUX
NposiBNeHniA. PeKOMeHA0BaHO KONIMYeCTBEHHOE OnpeesieHne Me-
TUOHMHA, LMCTENHA, 06LLEero 1 CBOOOLHOr0 FOMOLMCTENHA B KPOBY
1 Moye. [pn 3TOM YTOYHSAETCS, YTO ONpeesieHne YypOBHSA roMoLu-
CTENHA AO/MKHO MPOBOAUTLCS MOCNE OTMEHbI NMUPUAOKCKHA 3a 2
HeJlenu, a No HeKOTOPbIM JaHHbIM 3a 1-2 mMecsaua [43].

B EBponerickux pekomengaunax 2017 rofa no LUarHOCTUKE U
NeYeHnto peuunta UMCTaTMOHUH 6eTa-cuHTasbl [44] nepBbim
larom guarHoctuku ITY aBnsetca onpeaeneHne 06LLEro romo-
unctenHa nnasmbl. OnpefeneHne cBOGOLHOTO rOMOLMCTEMHA HE
PEKOMEHJ0BAHO BBWUAY €ro Manoil MHGOPMATUBHOCTM. YeTKOro
ANarHoCTUYECKOro YPOBHSA rOMOLIMCTENHA KPOBM HU B POCCUICKNX,
HI B €BPOMEICKMX PEKOMEHAALNAX He YKa3aHO, 0[HAKO UMETCs
JlaHHbIe, 4TO 006bI4HO NpK HeneveHon ITY ypoBeHb 06LLEr0 rOMO-
umcrenHa coctasnset 6osiee 100 MMONb/N, HO MOXKET ObITb U HUXE.

Heo6x04UMO0 OTMETUTb, 4TO B NPUBEAEHHbIX Bbile KP anarHo-
CTUKA rUNeproMoLUCcTENHEMIUN BOSMOXKHA TONBKO NPK TPOMB03ax
1 HET HUKAKOro ynoMuHaHms o6 atepocknepose. OgHako, B nute-
patype [OCTaTO4HO AABHO onucbiBaeTcs cBA3b [TL ¢ passutunem
arepockneposa. B 1995 6bino yctaHosneHo, yto y nuy ¢ L ot-
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HOCUTENbHBIN PUCK Pa3BUTUS KOPOHAPHON 60J1e3HN Bbille B 1,7
pasa, LiepedpoBackynsapHON naTtonornu — B 2,5 pasa, OKKI3MOH-
HbIX MOPAXEHWA nepudepuyeckux aptepuin — B 6,8 pas [45]. Mo
OaHHbIM MeTa-aHann3a, 6bIn0 NOKA3aHO, YTO MOBbILIEHNE YPOBHSA
rOMOLMCTEMHA HA KaX[ble 2,5 MMOJb/N YBENIMYMBAET PUCK pas-
sutua VIM Ha 10% [46]. [pyrumn aBTopamu Takxe BbiSIBNANach
accoumaums Mexay noBblLLEHNEM YPOBHSA FOMOLMCTENHA U KOPO-
HapHbIM aTepOCKNepo30M W npeanaranocb ero UccneaoBaHne B
Ka4yecTBe TepaneBTNYeCKON MuLLeHn y monogdbix ¢ VIBC [47, 48].

B HauMOHanbHbIX peKOMeHAaUmMsaxX No ANarHOCTUKE W NEeYeHUto
3a60neBaHUi apTepuii HKHMX KOHevHocTel (2019) yTouHseTcs,
YTO MOBBbILLEHHbIA YPOBEHb FOMOLMCTENHA B KPOBM YBENIMYMBA-
eT PUCK Pa3BUTUSA W NPOTPECCUPOBAHNA aTePOCKIepo3a apTepuii
HWKHUX KOHe4HOoCTei B 2-3 pasa. lpu 3TOM B BUAY OTCYTCTBUSA
[l0Ka3aTefibHO 6a3bl BBEJEHNE B PALMOH BUTAMUHOB rpynnbl B
LN CHDKEHUS YPOBHS FOMOLMCTENHA C Lienbl NPOUNAKTUKM
CepLeYHO-COCYANCTbIX COOLITUA Yy MALMEHTOB C 3ab60sIeBaHUAMU
nepucpepuyecknx aptepuii He pekomeHayetcs (I11B). OanHas no-
31UMs OCcHoBaHa Ha wccnegoBaHum HOPE-2 y naumeHToB ¢ ne-
puceprnyecknm atepocknepo3om, rae 6bio0 YCTaHOBNEHO, 4TO
HECMOTPA Ha CHUXXEHWE YPOBHA TOMOLMCTENHA B Tpynne, nony4as-
LIeN BUTAMUHDbI, HE 0TMEYaNoCh YNy4LleHUs nepBruyHON KOHEYHON
TOYKM B BME CHUKEHWUS 4acToTbl VIM, uHcynbTa unm cMeptu no
NpUYnHe CepAevHo-cocyaucTomn natonorum [35].

OTaenbHO XoTenocb 6bl 06CYAUTL TPOMOO3bI, aCCOLMUPOBAH-
Hble C NPUEMOM KOMOWHUPOBAHHbLIX OpanbHbIX KOHTPALENTMBOB
(KOK), nockonbKy faHHble mpenapatbl Mo ONpefeneHnto NpuHu-
MalTCH MONOAbIMM XeHLwwuHamn. C 0aHOM cTopoHbl, B 1998 roay
B xypHane “Circulation” 6bin ony6anMKoBaH 06beANHEHHbIN aHaNn3
[BYX aMepUKaHCKUX UCCNeS0BaHNiA, MOCBALLEHHbIA pa3suTuio UM
Ha choHe npuema KOK co CHMXXEHHON KOHLIEHTpaL1ell 3CTPOreHOoB.
Konuyecto naumeHtok ¢ IM coctaBuno 271, rpynna KOHTpons —
993 XeHLuH. OTHOWeHKe WwaHcoB pa3sutua VIM B rpynne Teky-
wero npnéma KOK coctasuno 0,94. Takum 06pa3om, aBTopamu
ObIn caenaH BbiBOA 0 6e3onacHocTn npméma KOK B nnaHe pucka
passutus M [49]. Takxe No AaHHbIM KPYMHOro MeTa-aHannsa
3CTPOreH-cofiepaLline KOHTPALENnTMBbl TakXKe He NPUBeNu K fo-
CTOBEpHOMY yBenuyeHuto pucka VIM [50]. G apyroit CTOPOHLI, B
HaLNOHANbHbIX MEJULIMHCKUX KPUTEPUAX NPUEeMIeMOCTI METOL0B
KoHTpauenuun 2023 rofa YTOYHAETCS, YTO CPEAN XKEHLUWUH C Ha-
nuymem Takux OP, kak KypeHue, runepxonectepuemus n Al, HO
He oXupeHue, npuém KOK MOXET CONpoBOXAATHCA NOBbLILIEHNEM
BEpoATHOCTM passutua M [51].

3AKIHOYEHUE

BbllwenpuBeeHHble  [aHHble MOATBEPXAAKT  aKTyanbHOCTb
npo6nem, HO He npeanaraloT Nyt eé pelleHns. Heocnopumbim
ABNAETCA (PaKT, 4TO nepsBuyHas npodpunaktuka UM ssnsetcs
oonee 9G)eKTUBHON. COOTBETCTBEHHO HEOOXOAUMbIM SIBNSETCS
CO3JaH1e CreumnanbHOro WHCTPYMeHTa CTpaTMdMKaLMN pucka y
nauneHToB MOJSIOAOr0 BO3pacTa, MOCKOSIbKY B KITMHUYECKMX pe-
KOMeHJaunsax TakoBas OTCyTCTBYeT. bonee Toro, cornacHo KP,
CepAe4HO-COCYAUCTbIA PUCK B MONOLOM BO3PACTE PacLieHNBAETCS
KakK HWU3KWUWA, JaXe HECMOTPA HA Hanu4ue MHOXeCTBa (PaKTOpOB,
a MeIMKaMeHTO3Has NpouIakTuka Boo6LLe He 06CYXAaeTCs, 3a
ncknoyennem Crx [52]. Hecmotps Ha 60nbLIMIA BKNAJ HeaTepo-
FEHHbIX NPUYMH B pa3suTMe VIM y MOMOAbIX NauUeHTOB, BCE e
OCHOBHOI NPUYNHON €ro pa3BUTMSA ABMSETCA aTepocknepos [53].
Wkanbl SCORE n SCORE2 npumeHumbl Tonbko ¢ 40 net, ans 60-
nee MONOAbIX NaLMEHTOB HafEXHbIX LKan HeT [52]. Hanpumep,
®pamunremckas mofenb 2008 roga Tak v He Hawna WMPOKOro
NPUMEHEHUs B pPeanbHOi KIMHWYeCKoi npakTuke. Bce aTo gena-
eT MauMeHTOB W Bpa4ell HEHACTOPOXXEHHbIMM B passutun UM y

MOMIOAbIX MauneHToB. Tak, N0 JaHHbIM aMEepPUKAHCKOr0 permcrpa
YOUNG-MI, Tonbko 12,5% nauneHtos monoxe 45 ¢ IM npuHuma-
N nepef ero passutuem cratuHbl [54]. B uccnegosanun VIRGO
TONbKO MONOBMHA MONOABIX NauneHToB ¢ M cyutanu, 410 OHM
NOLBEPXKEHbI PUCKY CEPAEYHO-COCYANCTBIX 3a60neBannii [55].
BbiwenpuBeaeHHble JaHHble NOLTBEPXKAAIOT U HEOOXOLUMOCTb
pa3paboTKK CreynansHoro anropuTMa BTOPUYHOM NPOUNaKTUKN
M, OCHOBAHHOr0 Kak Ha BbISBIIEHWUN TPASULUOHHBIX U HETpaLu-
LMOHHBIX ®OP, Tak 1 Ha YCUNEHHbIX PeabunnTaLnoHHbIX Meponpu-
ATUAX. Bce 3Tu no3mumn B HacToALLEe BpemMs CCDOPMYNNPOBaHbI B
LLeNsxX 1 3afadax cneunansHoro, cnnaHuposanHoro B HAW KMNCC3,
cemuneTHero uccneaoBanun My MOOAbIX NaLMeHTOB.
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PE3HOME

JKenynoykosas akcTpacuctonus (XK3) ABNAETCA OLHAM U3 Hanbosee 4acTo
BCTPEYAOLLMXCS HAPYLLEHWIA pUTMa B MOBCEHEBHOM KMMHUYECKON NpaKTh-
Ke. B nogasnstoLiem 60NbLWMHCTBE CNy4aeB X3 MMEET XOPOLLNiA NPOrHO3,
O[IHAKO B HEKOTOPbIX CNy4yasX MOXET CHYXWTb NMPUYNHONA CEPbEesHbIX, B
TOM YUCME U YrPOXaeMbIX XU3HIU OCNOXHEHNA. G Apyroi CTOPOHbI, 6ec-
cMMNTOMHas, 4actas 2KO MOXET NPUBOANTL K PasBUTUIO CUCTONMYECKOIA
JMCYHKUMW NeBoro xenygoydka (JDK), kotopast MOXeT ObITb 06paruma
npu adhchekTBHOM Tepanun. OnnoTom Tepanum XK 0CTatOTCA NeKapCcTBeH-
Hble npenapartbl. OaHaKo 3(PEKTUBHOCTL OAHMX NPENapaToB [OCTATOYHO
HU3Kas, TOrda Kak Apyrue npenapatbl MMEKOT CYLLECTBEHHbIE MOBOYHbIE 1
npoapuTMuyeckie 3pdekTbl. TEXHONOrMYeCKNe AOCTUKEHU B 06MACTi
paano4acToTHoO abnaumu (PHA) B nocneaHue rodbl OTKPbIINA OFPOMHbIE
MepecnekTUBbl B pafnkanbHOM Koppekuun XK 1 BbIABUTAIOT 3TOT NOAXOA
B CENEKTUBHbIX CNy4asX Kak MeTof Bblbopa. OfHAaKO AaHHas WHBA3WBHas
TEXHONOrUSA MOXKET B TO XK€ BPEMS HECTU PUCKN CEPbE3HBIX OCOXHEHWIA,

KOTOPble MOTYT HA6MIAATLCA Y 10 5% NNLL, NOABEPTHYTHLIX 3TOI NpOLEay-
pe. MoTeHumanbHble puckin PHA BO MHOrOM 3aBUCAT OT JOCTYMHOCTW 3KTO-
MNYECKOro o4ara. B aToii cBA3W BaXHOE 3Ha4eHMe npuobpeTtaeT andde-
PEHLNaNbHas ANarHOCTMKA UCTOYHWKA 3KTOMUM ANS B3BELLUEHHOI OLIEHKN
BO3MOXXHbIX PUCKOB M 3HEKTUBHOCTM 3TOTO NHBA3WBHOMO MeTofa. GTaH-
JapTHbIE METOfbl AMArHOCTUKM, Takne Kak JKI B 12 0TBeAeHMSX, XONTe-
POBCKOE MOHMTOPWPOBAHME 1 3X0Kapanorpadus, NoO3BOMSIOT BO MHOTUX
Cly4asX MNpPUHATb OMTMMANbHOE PeLUEHUe OTHOCUTENbHO [anbHemLuei
TaKTUKN BefieHus. YacTtas, 6eccumnTomHas X3 B Cly4ae BbICOKUX PUCKOB
OCNOXHeHWA npu nposeaeHn PHA 1 He3apeKTUBHOCTU NEKapCTBEHHON
Tepanuu B LeNsx NpeaoTBPaLLEeHns pa3BUTIAS CUCTONNYECKOA ANCHYHKLMM
JIK TpebyeT exerofHoro MOHUTOPUHIA C NMOMOLLbK KakK TPagMLUMOHHbIX
YNbTPa3BYKOBbIX METO/I0B, TaK 1 C MPUMEHEHIEM HOBbIX TEXHOMOTNIA OLIEH-
K (hyHKLIMOHANbHOrO COCTOSHNS MUOKapfa.

KnroueBble cnosa: xenyno4kosasn aKCTPacMCcToNns, CepLeYHas HeLOCTaTO4HOCTb, PAAMO0YACTOTHAA abnAaLma, 3xoKapamorpagus

Bknap asTopoB. Kyxenb [1.A. — (hopMUpoBaHNe KOHLENLMK NyBnuKaLum,
aHann3 NuTepaTypHbIX AaHHbIX, noa6op unntoctpaumii. CayeHko E.A. —
noA60op NMTEPaTYPHbIX AAHHbIX.

Bce aBTOpbI COOTBETCTBYHOT KpUTEpMAM aBTopcTa ICMJE, npuHumany yya-
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SUMMARY

Premature ventricular complexes (PVC) is one of the most common
arrhythmias in daily clinical practice. In the vast majority of cases, PVC has
a good prognosis, but in some cases it can cause serious, including life-
threatening complications. On the other hand, asymptomatic, frequent PVC
can lead to the development of left ventricular (LV) systolic dysfunction,
which can be reversible with effective therapy. Medications remain the
mainstay of therapy for PVC. However, the effectiveness of some drugs is
quite low, while other drugs have significant side and proarrhythmic effects.
Technological advances in the field of radiofrequency (RF) catheter ablation
in recent years have opened up tremendous prospects in the radical
correction of PVC and put forward this approach in selective cases as the
method of choice. However, this invasive technology may at the same time
carry the risks of serious complications, which can occur in up to 5% of

individuals undergoing this procedure. The potential risks of RF catheter
ablation largely depend on the accessibility of the ectopic focus. In this
regard, differential diagnosis of the source of ectopia is of great importance
for a balanced assessment of the possible risks and effectiveness of
this invasive method. Standard diagnostic methods, such as 12-lead
electrocardiography, Holter monitoring and echocardiography, allow in
many cases to make the best decision regarding further management
tactics. Frequent, asymptomatic PVC needs in annual monitoring to prevent
LV systolic dysfunction development in cases high potential RF catheter
ablation risks and drugs ineffectiveness. Traditional echocardiography and
novel ultrasound technologies can help in this difficult of choice cases.

Key words: premature ventricular complexes, heart failure, radiofrequency catheter ablation, echocardiography

Authors’ contributions. Kuzhel D.A. - publication concept formation,
literature analysis, selection of illustrations. Savchenko E.A. — literature data
selection.

All authors meet the ICMJE criteria for authorship, participated in the
preparation of the article, the collection of material and its processing.

P< DAKUSHEL@ YANDEX.RU

Conflict of interest: no
Funding for the article: none.

For citation: Dmitriy A. Kuzhel, Elena A. Savchenko. Premature ventricular complexes: new possibilities of diagnostics and management. Eurasian heart journal. February 2024;(1):116-

125 (In Russ.). https://doi.org/10.38109/2225-1685-2024-1-116-125

Received: 28.08.2023 | Revision Received: 11.12.2023 | Accepted: 17.01.2024

© Dmitriy A. Kuzhel, Elena A. Savchenko, 2024

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.

EURASIAN HEART JOURNAL, 1, 2024 | 1 1 7 |


https://crossmark.crossref.org/dialog/?doi=10.38109/2225-1685-2024-1-116-125&domain=pdf&date_stamp=2024-02-25

XKEJTYAOYKOBASA SKCTPACUCTO/IVIA: HOBBIE BOSMOXXHOCTU OVATHOCTUVIKW W TAKTVIKW BEOEHVIA

XKenynodykosas akctpacuctonus (XK3) npencrasnset co6on
OLHO U3 Hawbonee 4acTo BCTPEYANOLLMXCA HAPYLIEHWA puTMa
B NOBCEJHEBHON paboTe Kapamosiora u Bpa4a 06LLen NpakTuKu.
OCco6EHHOCTbO NPAKTM4ECKOM PaboTbl Bpa4e6HOro coobLecTsa B
COBPEMEHHOM MUPe ABAAETCA U TO, YTO BCe 6OMbLUEE KOMYECTBO
NaLMEHTOB UCMOSb3YET Tak HA3blBagMble YMHbIE YCTPONCTBA, Ta-
Kue Kak 4acbl Apple un gpyrue npu6opbl, N0O3BONSAIOLLNE PETUCTPU-
POBATb CEPAEYHbI PUTM W SpYrue nokasatenu, Nno3BoNALLne He
TONbKO AWArHOCTUPOBATb PasfnyHble HAPYLIEHWUA, HO U ONTUMM-
31UpoBaTh TAKTUKY BEAEHNS JIEXALLNX B OCHOBE 3TUX HApPYLLEHWIA
3abonesanuin [1]. B nopgasnswoliem 60nbLINHCTBE CnyvaeB K3
MMeeT XOPOLUMA MPOrHO3, OJHAKO B HEKOTOPBIX Cly4YasxX MOXeT
CNYXWTb CMYCKOBBIM MEXaHU3MOM K Pa3BUTUIO BbI3BAHHOW Hapy-
LWEHNEM PUTMA KapAnanbHOW ANCEYHKLMM, NOSBNEHNIO XN3HEY-
rPOXAEMbIX aPUTMUIA U faXKe CMEepTU nauneHTa.

PACMPOCTPAHEHHOCTb U ®AKTOPbI PUCKA

PacnpoctpaHeHHOCTb 2K3 3aBUCUT OT (PAKTOPOB pucKa W npo-
LOMKNTENIbHOCTY 3anucu anekTpokapamorpammbl (3KT). Mpumep-
HO ¥ 1% 340pOBbIX UL Ha cTaHAapTHOM KT NoKosi MOXKET ObiTh
3apernctpupoBaHa K93, Toraa Kak npoBefeHue CTaHAApTHOro
24-4ac0BOr0 X0NTEPOBCKOr0 MOHUTOPMUPOBaHNs (XM) yBenuynsa-
et BcTpeydaemoctb 2K3 8o 97% [2, 3].

K baktopam pucka XK OTHOCAT Hanuyue NPaKTUYECKN BCEX
KapAmanbHblx 3a60s1eBaHunit. [oMUMO 3TOr0, K akTopamm pucka
MOTYT ObITb BbICOKWA POCT, Manas pu3nyeckas akTMBHOCTb, HI3-
KW COLManbHbIA CTaTyc, KypeHue [2].

MEXAHU3Mbl BOSHUKHOBEHNA U

BJINAHWE HA TEMOAUHAMUKY

C TOYKM 3peHUS 3NeKTPODU3NONOrM ONUCAHbI TPU MEXaHU3Ma,
BbI3bIBAKOLLNE pasBuTMe XKI: TPUTTEpHAs aKTUBHOCTb, aHOMarlb-
HbIl 2BTOMATWU3M W MEXaH3M MOBTOPHOr0 BXOZA BOJHbLI BO3OYX-
[ieHus (re-entry), npuyem y OAHOM0 1 TOrO XXe nauueHTa aKTonu-
4ecKas aKTUBHOCTb MOXKET BO3HUKATL B Pe3ynbTare 0HOr0, ABYX
NN BCEX TPex MexaHu3moB [4].

Kak npaBuno, Hanuyne X3 marno BiuSeT Ha (DYHKLWUOHANbHOE
cocTosHue cepaua. OfHaKo B OTAaneHHOW NepcrnekTuBe Yacras
K3 MOXeT npuBoanTb K neperpy3ke JIXK o6beMom B pesynbTa-
Te YBENIMYEHUS BPEMEHU SUACTONNYECKOr0 HANoMHEHNS BO BPeMS
NPOAO/KUTENBHON KOMMNEHCATOPHON May3bl U Pa3BUTUID CUCTO-
NNYECKO BNCHYHKLMM, KOTOPAS C YCTPAHEHNEM JKTOMUM MOXKET
ObITb 06paTUMONA. B onbiTax Ha XWBOTHbLIX NPWU MCCIIEA0BAHNN
BANAHUA K3 Ha KapauasibHYy) MeXaHWKY BbI3BAHHAs 3KCTpacu-
cronuen kapauomuonatus (B3K) passuBanach 4epes HeCKONbKO
HeZelNb NPy CTUMYNALUN XenyLo4KoB no Tuny uremuHumn. O6uuee
KONM4ecTBO XK3J B Te4eHue CyTOK, CNOCOOHOE BbI3BaTb Pa3BUTKE
B3K, ocTaeTcs cnopHbIM. B LLeNIoM MPUHATO CYNTaTh, YTO HaNM4mne
oonee 10% K3 B TeYeHNe CYTOK MOXET Bbl3BaTb pa3Butie BIK,
KONN4ecTBO Xe 6osee 24% NpeacTaBnsaeTca KpUTU4eckum [5].

[uarxo3 BIK npu Hanuyum 4acton X3 0CHOBbIBAETCA Ha Bbl-
ABSIEHNN CUCTONMYECKON AMCAYHKUUM JIXK B OTCYTCTBUE APYruX
MPUYUH W CTAHOBUTCSH O4YEBUAHBIM, KOTLA UMEETCH B3aMMOCBA3b
MEXAy NosBAEHeM IKTONUN 1 passutuem gucdyHkuun JK. Cno-
co6CTBOBaTH pa3BuUTM0 BIK MOryT anukapananbHoe pacnosnoxe-
HWe 9KTOMUYECKOro 04ara, NPOLOSKUTENbHOCTb 3KTOMUYECKNX
QRS > 150 mc, NoNMMOPMHLIA XapakTep 3KTOMWK, PeTporpagHas
aKTuBaumMs npeacepaui, UHTEPnonupoBaHHble K3, pacnonoxe-
HWe 3KTOMWUYECKOro o4ara B NpaBOM XXeNlyfouke 1, HakoHeL, 6ec-
CUMNTOMHOE Te4YeHne aputmun [3, 6].

KNWHWYECKWE NPOABJIEHNA U CTPATUDUKALIUA PUCKA
MHorve nauneHTbl JaxKe Npu HAUYKUKM XXenyao04KoBon 6UreMrHIi
0CTaKTCA 6ECCUMNTOMHBIMU, KOrAa apuTMIS BbISIBNISETCS CIyYaiiHO

| 11 8 | EBPA3VIVICKVIVI KAPOWIOSIOMNYECKUV XKYPHAST, 1, 2024

npu peructpauun 3KI. MpuymnHbl, NoYemMy 0HU NALUEHTbI HE UCTbI-
TbIBAKT CUMNTOMATUKK, TOrAA Kak ApYrie ONUChIBAOT SAPKYHO K-
HUYECKYH KapTUHY, 0CTAOTCS A0 KOHLA HesiCHbIMI. 4acTo CUMNTO-
MaTWKa OCTAeTCs HEeCcneundnyHO 1 OMUCHIBAETCS Kak YCTanocThb,
noteps paboTocnoco6HOCTH, Hecneunguyeckuin JUCKOMAOpPT B
PYAHOI KNeTKe, 0AblLKa 11 NPefodMOpPOYHbIe COCTOSAHUS [7].

X0T$ NapoKCKU3Mbl XXeny[04KOBON TaxnKapauy NOTeHLMAbHO MO-
ryT pa3BnTbCA y NH60ro nauneHTa ¢ XK B 0TCYTCTBUE CTPYKTYPHOIO
3200NeBaHNs cepaua, Nnua, UMeroLLMe HevacTylo, MOHOMOPCHYHO
3KCTPACMCTONMIO, 06bIYHO UMEKOT XOPOLUWIA MPOrHo3. Kak npasuno,
970 nmua ¢ XK3 13 BbIHOCALLEro TpakTta (BT) npaBoro »enynouka,
nanuaASPHbIX MbILLL U N3 HOXeEK Myyka [nca (hacumkynspHble XK3).
OO6LLENpUHATLIMM  (DAKTOPAMM PUCKA KIU3HEYTPOXKAEMbIX Taxua-
PUTMWIA NPUHATO CYMTATb HANKUYWE OPraHN4ecKoro KapawanbHoro
3a60neBaHus, pybLOBON TKaHW, NONMMOPEHOI XK3, KOPOTKOrO WH-
Tepsana CUENNeHNs, 3NUKapauanbHOro NPOUCXOXKAEHNS IKTOMUM,
wupokux (> 140 mc) komnnekcos QRS. Takue naumeHTbl TPEOYIOT
TLLATENBHOr0 MOHUTOPWUHIA AKTOMUYECKOW aKTUBHOCTU MOCKOMbKY
MMetOT PUCK BHe3anHoi kapauansHon cmepti (BKC). OueHka Ha-
NINYUS UAK OTCYTCTBMS CTPYKTYpHOro 3abonesanus cepaua (C3C), a
TaKxe gucyHkumm JIK 3a4acTtyto Urpaet Kino4eByto ponb B CTpa-
TUhuKaumm puckos. Momumo IKI n XM guarHoctuyeckas OLeHka
[0/DKHA BK/0YaTh NpoBedeHune axokapauorpaduu (axoKr), Harpy-
304HOI NPo6bI 1, B 0CO6BIX Cy4asX, MarHUTHO-PE30HAHCHON TOMO-
rpacpum (MPT) c BBefeHuem ragonunus [8]. MaumeHtam, a Takxe
nuam, npogeccruoHanbHO 3aHUMAOLLMMCS CMOPTOM, UMELLUM
K3 C KOpOTKUM MHTEPBANOM CLENEHUs, 0COBEHHO C AKTOMUAMY,
UCXOLALLMMM U3 HDKHE3AAHEN CTeHKN JTK, LienecoobpasHo Bbinos-
HUTb 3NEKTPOCM3NONOrNYeckoe uccnenosanne (AOW) ana panb-
Henwen oueHKu puckos BKC [5, 9].

lMaumeHTam ¢ reHeTMYecKn AeTEPMUHIPOBAHHBIMM apUTMUSMU,
TaKUMN KaK apuMTMOreHHas AUCniasus NpaBoro Xenyao4ka, CuH-
Apom bpyragbl, yonnHeHHsIM nHTepsanom QT, runepTpocnyeckoii
Kapauomuonatuei, apuTMU4eCcKMM Nposancom MUTPanbHOro Kna-
naHa u ApyruMu HacnenCcTBEHHbIMI HApYLLEHUAMU, CTpaTUdNKa-
ums puckos BKC fomkHa 6bITb NPOBEAEHA COTNACHO KNTMHUYECKUM
peKoMeHJaUnAM Ha WHAMBMAYANbHOW OCHOBE. B 3TOM CBA3M He-
06X01MO TLIATESIbHO UCCNef0BaTb CEMEIHbIN aHAMHE3 Hannyms
HACNeACTBEHHbIX 3a60/1eBaHNI, KOTOPbIE MOTYT ObiTb CBS3aHbI C
K3 n puckom BKC [2, 9, 10].

BOMPOCHI OBLUENA ANATHOCTUKK

XXENY104K0BOW IKCTPACUCTONMUM

[OunarHoctnka K3 HaYMHAETCH C aHanmsa Xanob nauueHTa,
OMpefesienns NpoBOLMPYIOLLNX (PAKTOPOB U KNUHWUYECKUX CUM-
NTOMOB cepAeyHoin HepoctatouHoct (CH). Mpu 06bekTUBHOM
0CMOTPE, TaKXXe BaOXHO onpefenuTb npusHakun CH u knanaHHoro
NOPaXXeHNs, NPUHNMAA BO BHUMAHNE 3HAYUMOCTb 3TUX COCTOSAHNIA
B JaNnbHeilLlen OLeHKe cTpatugukalm puckos [2].

Onnotom guarnoctukn X3 octaetcs IKI B 12 otBeaeHusx. lMpu
nofospeHnn Ha XK3 3K B TeyeHune 30-60 cekyHA cnocobHa obe-
CMeYnTb NepBOHAYaANbHOE MpPeLCTaBneHne 0 floKanu3aumm ovara
1 MTPUMEPHOI 4acTOTe AKTOMMUYECKOW akTUBHOCTM. [Tommumo co6-
CTBEHHO ONPeJeneHns Hanu4usa SKTonnuu, He06X0AUMO OLIEHUTb 1
Apyrue BaXHble cocTaBnstoLime aHannsa IKI, Takne Kak MHTepBan
QT, Hanu4ne mHBepcumn 3ybua T B MpasbIX NpekapAmanbHbIX OT-
BEAEHNAX, NaTONOrNYeckux 3y6LoB Q, HapyLIeHni A NpoBOANMOCTH
1 6pyragonofo6HbIX M3MeHeHWA. CMeLLeHNe NepexoaHO 30HbI
BNpaBso 1 3y6ubl S B 0TBeeHUN V6 MOTyT CUrHaNU3NpoBaTh 0 Ha-
NMYUN PUOPO3HBIX USMEHEHWIA B 3a[HEN CTEHKE NPW HEULLEMUYe-
cKoii kapguommonartum [10, 11].

XontepoBckoe MoHMTOpUpoBaHue (XM) cnpasefnuBo cyuta-
€TCA 30/10TbIM CTAHAAPTOM B AuarHoctuke X3. Y4uTbiBas CBOM-
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CTBEHHYI0 X3 BapnabenbHOCTb, Haubonee onNTUManbHbIM Bapu-
AHTOM NPeACTaBNAETCA NPOBEAEHINE MOHUTOPUPOBAHMS B TEYEHME
48-72 vacos. XM ¢ peructpauueii 12 oTBefeHNi A, NOMUMO 4acTOTbI
3KTOMNUK, NO3BOSIAET ONPELEeSIUTb 04arn »enyno4koBON AKTOMUM
Npu Hanuyuu OAHOM WnK ABYX mopdonorui XX u onpeaennTb
KaHAuAaToB Ana pagnoyactoTHoi abnauun (PHA) [6, 11, 12].

lMpoBeneHne Harpy304HON NPOO6bI HYXXHO PACCMOTPETb NpU No-
[03PeHINN Ha uemuyeckyto 6onesHb cepaua (MBC), a Takxe ans
ANarHOCTUKM KaTexonamuHeprnieckon nonmMopagHon »enymoy-
KOBOWM Taxukapgun [2, 11].

IxoKI' nokasaHa y Kaxaoro naumeHta ¢ K3 Ang UCKMYeHNs
CTPYKTYPHbIX 3a6onesaHnit cepaua (C3C) m oueHKn dhpakuum
Bbiopoca (PB) nesoro xenypouka (JIXK). Mpu Hanuyum cumnTo-
MaTUYHbIX, HO TeM He MeHee peakux XK3 y nauneHtos 6e3 C3C
NPOBEAEHNE YaCTbIX YNbTPA3BYKOBbLIX WCCNEAOBAHUA CepAaLa He
ABNIAETCA 00513aTeSIbHbIM, €C/N He Pa3BMNOCH YXYALUEHWE CUM-
nTomatuku. Y nnu ¢ Hactonn XK3, Ho Takxe 6e3 GC3C anHammye-
cKoe HabnogeHne ¢ nomolbto AXoKI Heo6xoaMMo Ans OLEHKK
cuctonuyeckoin oyHkumn JIK n passutus BIK. Kak paHHuin map-
Kep aucyHkLmn JIK, B TaKux cnyvasx BOSMOXHO UCCIef0BaHNe
rno6anbHoil NpofosibHO fgedpopmauum muokapaa JK [9, 13].

MPT cepaua c BBeeHUeM rafoniHnsa MOXXeT OblTb NOME3HbIM Y
NauueHToB ¢ 4acTon XK3 1 atunmyHbIM, noMumo BT npaBoro xe-
Ny04Ka, 04aromM 3KTOMWUKU, C CUCTONUYECKON AncdyHKLMen JTXK n
nogospenuem Ha G3C, ons onpefeneHus py6LOBbIX U3MEHEHNIA,
BOCNaneHus, capkouaosa, MHMUNbTPATUBHLIX 3a060NeBaHUA U,
0CO6€EHHO, HefunaTaunoHHOW Kapauomuonatuu JIXK, 4acto co-
NPOBOXAAIOLLEACS 30KAYECTBEHHbIMI XENyA04KOBbIMU Hapy-

L

-

aVR

A

weHusmu putma [8, 10]. Mo3UTPOHHO-3MUCCUOHHASA TOMOrpadus
BO3MOXHA NpW MOAO3PEHUN HA BOCMANMUTENbHbIE 3a6051eBaHNUSA
MUOKapAa, Takue Kak capkomzos, Koraa HeobxoLuma MMMyHoge-
npeccuBHas Tepanus. TakKe HayanbHas OLeHKa aTuonorum X3
JO/MKHA BKMKOYaTh MOWUCK 3NEKTPOSIUTHBLIX UK MeTabonmnyecknx
HapyLLeHni [5].

TOMU4YECKAA AUATHOCTUKA

XXENY[104K0BOIA 3KCTPACUCTOJIMN

Tonuyeckas AmarHocTuka XK uMrpaet BaXHyt pofib B onpe-
JeneHun 3EKTUBHOCTU Hambonee pafukanbHOro MeToda ee
Tepanuu, Takoro Kak paguoyactotHas aonauus (PHA), u moxer
ObITb AOCTATOYHO 3P PEKTMBHO NpoBeaeHa ¢ nomoulbo KT B 12
oTBegeHusAx. [nsg XK3 n3 BT npaBoro »xenygouka xapaktepHa mop-
thonorus 6510Kagbl NEBON HOXKM Nyyka Mca ¢ 0TpULATESIbHbIMM
komnnekcamu QRS B oTBeaeHusax aVvVLl, aVR 1 nonoXuTenbHbIMK,
«3a3y6peHHbIMM» Komnnekcamu QRS Bo Il 11, aVF, komnnekcamu
no tuny QS B otBeaeHun V1 (puc. 1A). Mpu Hanu4mn Bbileonu-
CaHHbIX NPU3HAKOB, ECNI NEpexoaHas 30Ha (NpekapananbHoe oT-
BeJleHMe, KOTOpPOe nepBoe nokasbiBaeT QRS 6onee NonoXuTenb-
Hblil, YeM OTpuMUATEeNbHbIA) Habnoaaetcs B oTBefeHUM V4 unu
nesee, K3 noyT HaBepHsaKa ucxoaut u3 BT npaBoro »xenynoyka
(puc. 1A) [14]. Ecnu B ocTanbHOM Cx0fHble K3 MMEKOT Nepexoa-
Hyt0 30HY B 0TBefeHun V1-V2, 310, cKopee Bcero, 6yaet XK3, npo-
ucxopawas n3 BT JIK, a MMeHHO 13 NpaBoi Win NeBoil KOpoHap-
HOW CTBOpPKM (puc. 1B). lMpn pacnonoxeHnu nepexoHON 30HbI B
oTteaeHn V3 XK3 BO3MOXHbI BapuaHTbl Kak n3 BT nesoro, Tak u
13 NpaBoro »Xenyao4kos [15].

o

PucyHok 1. (CocTaBneHo aBTopoMm). A. Xesy404K0Bas SKCTPACUCTONNA U3 BbIHOCALEro TPAKTA NPABOro XENYA0YKaA. IKTONNYECKNE KOMITITEKChI
1o Tuny 6/10Kagbl NIEBON HOXKM fy4Kka [nca, BepTuKaibHas S/eKTpUYeckas ocb, nepexogHas 3oHa (R > S) B orBegeHun V4 win nesee.
B. XenynouxkoBas 3KcTPacucTonA H3 BbIHOCALLEro TPAKTA JIEBOr0 XENYAOYKA. IKTOMUYECKNE KOMITIIEKCHI 110 TUITY 6J10KaLbI JIEBOV HOXKM 1y4Ka
[vca, BepTuKasbHas aeKTP4ecKas ock, nepexoaHas soxa (R > S) B oreegernn V1-V2 unn V3. C. dacynkynapHas Xeny[04KoBas IKcTpacucTona
13 3a/1Heil BETBU NIEBOI HOXKH ny4Kka [nca. SkTonnyeckne komnnekchl QRS no tumy 6710Ka4b! NPaBovi HOXKN Mydka [uca npogo/mKUTEIbHOCTbIO
meHee 130 Mc, pe3koe OTKIIOHeHWe nekTpuyeckon ocy Breso. D. XenynoukoBas axcTpacucTona U3 cBOGOAHON CTEHKH NIEBOr0 XeNyA04Ka.
LLinpokne komnnexcsl QRS o Ty atunn4Hoi 6710Kabl NPaBO HOXKN ry4ka luca. E. Xenygo4koBas aKCcTpacucTona n3 cBO6O[HONH CTEHKH
npaBoro Xenypoyka. Ixkronnyeckue kommaexcel QRS 1o Ty 6710kazbl 1EBOA HOXKN Ny4Ka [1ca, OTKIIOHEHNE 3NIEKTPUYECKO OCH BIEBO

Figure 1. (Compiled by the author). A. Premature ventricular beat from right ventricular outflow tract. Ectopic complexes have a left bundle-branch
morphology, inferior axis, precordial transition (the precordial lead that first exhibits a QRS that is more positive than it is negative) occurs at V4
or late. B. Premature ventricular beat from left ventricular outflow tract. Ectopic complexes have a left bundle-branch morphology, inferior axis,
precordial transition occurs at V1-V2 or V3. C. Fascicular veniricular ectopy from left posterior fascicle of the left bundle branch. Ectopic QRS
complexes < 130 mc have a right bundle-branch morphology with extremely superior axis. D. Premature ventricular beat from left ventricular free
wall. Broad QRS complexes with atypical right bundle-branch morphology. E. Premature ventricular beat from right ventricular free wall. Ectopic
complexes have a left bundle-branch morphology with superior axis
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[pyroii npumep A06POKAYECTBEHHOW uamMonaTuyeckon 9
NPeACTaBNAOT TaK Ha3blBaeMble (DACLMKYISAPHbIE 3KCTPACUCTONbI,
ncxoasiime u3 nepegHen unu sagHein setsun JIHMT. Mopdonorus
OaHHbIX K3 npeacTaBnseT co60i Tn 6/10Kadbl NPaBOA HOXKM
nyyka mca ¢ y3kum (< 130 mc) komnnekcom QRS no Tuny rSR B
oTteedeHun V1 n 3ybLom S 6onee LWKMPOKUM, Y4em 3ybel R B 0TBe-
feHun V6. Peskoe OTKIOHEHNe 3NeKTPUYECKON 0CK BSIEBO B TaKUX
cnyyasx npegnonaraet UCTOYHUKOM 3KTOMUN 3a/JHIOK0 BETBb (PUC.
1C), Toraa Kak peskoe OTK/OHEHWe BNpaBo — NepeaHIow BETBb Ne-
BOI HOXXKM nyyka nea [5, 9].

MeHee 4acTbIM UCTOYHMKOM WAMOMNATUYECKOI XKI, 1CXoasLLei
n3 JIK, MOXeT 6bITb 3KTONMSA U3 KOMbLA MUTPANbHOrO KnanaHa,
nanuanapHbIX Mo, cteHkn JK (puc. 1D). Bo Bcex cnyyasx X3
umeroT wupokne (> 130 mc) komnnekcol QRS ¢ Mopdhonorueii
«HETUMUYHOM» BJI0KaAbI NPABON HOXKM Ny4Ka [1ca (MonoXuTenb-
Hble komnnekcbl QRS B oTBeaeHUM V1, HO HE NOXOAALNE HA TU-
MUYHOE HapyLLIeHUe NPOBEAEHMS) C BapuabeNbHbIM NONIOXKEHNEM
3N1EKTPUYECKON 0CK BO (DPOHTANBHOI N0CKOCTY. K3 ¢ N0J06HOI
Mopdhonornein komnnekcos QRS mMoryT HabnaaTbCa B KOHTEKCTE
C3C v noatomy TpebytoT BCECTOPOHHEN oLeHKM [16, 17].

JudhdhepeHunanbHas gmarHoctinka McToqHnka aktonum no 3K s
12 0TBE[eHNAX JOCTATOYHO CMOXHA, HO He06X0ANMa Ansa npumep-
HOM OLLEHKI 3DMEKTUBHOCTM 1 NOTEHUMANbHbIX puckoB PHA. He-
06X0AMMO NOMHUTb, 4TO XK3 13 NPABOro Xenyao4ka MOXeT ObITh
He ToNbKO 13 BT, HO 1 n3 o6nactu cBo6oHOI CTeHKM (puc. 1E), n
MOXET HabnoAaTbCA Kak Npu MANoNaTU4ecKX COCTOAHUSAX, TaK 1
npu apuTMOreHHO AMCINa3ni NPaBoro Xenyaoyka, capkouaose,
NHGUNLTPATUBHBIX 3aboneBaHusax. Moatomy XK3 ¢ mopdonorueit
komniekcoB QRS no Tuny 610Kaabl S1eBOI HOXKK Myyka [uca ¢
OTKSTIOHEHMEM 3NEKTPUYECKON OCU BNEBO (OTPULATENbHbLIE KOM-
nnekcbl QRS B otBepenusx ll, aVF), Tpe6ytoT BCECTOPOHHEN Ana-
FHOCTUYECKON OLeHKN. BaxKHOe C TOYKU 3peHns nposefeHus PHA
ANNKapAnaNbHOE NpoucxoxaeHne K3 MOXHO NPeLnoNoXuTb no
Tak Ha3blBaeMOMy uHAekcy fedpnekunn (deflection index). dtot
WHAEKC PacCYNTbIBAETCH KaK OTHOLUEHWE HAMMEHbLUIEro BPEMEH-
HOTO WHTEepBana 0T Hayana aKTonuyeckoro komnnekca QRS fo
BEpLLUMHBI 3y6La R B npekapananbHbIX 0TBEAEHUSX K 06LLel npo-
pomxutenbHoct QRS (puc. 2). 3HaveHne nHpekca fedonekumm >
0,55 npefnonaraeT Hanuyue 3KTOMWYECKOro 0yara B dnuUKapam-
aNbHbIX oTAenax cepaua [18].

GAPMAKOJIOTMYECKASA TEPANKSA

Ecnn konnyecTtBo XK3 MeHee 5%, OTCYTCTBYET CUMNTOMATMKA,
coxpaHeHa ®B JIXK u Het C3C, mocTaTto4HO 3aBepeHns 06 0TCyT-
CTBUM YTPO3 XN3HK 1 380poBbio [11, 19]. B Takux cnyyasx gocra-
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TOYHO PEKOMEHA0BATh 3MeHeHNe 06pasa XXM3HU, 0TKa3 0T BPea-
HbIX MPUBbIYEK, YMEHbLUIEHNE NOTPe6neHns Kode U yBennieHue
(p131N4ECKOI AKTUBHOCTU, KOTOPbIE CaMu N0 Cebe MOryT NpUBECTM
K CHUXEHUIO 06LLero Konuyectsa X3 [11].

JlekapcTBeHHas Tepanus y nauneHToB ¢ XKI X0poLlo onucaHa B
COOTBETCTBYHLLMX KNNHUYECKNX PEKOMEHJALUAX, & TAKXKE MHOT0-
YUCNEHHbIX 0630PHbIX NY6IMKALMAX U HE HYXJAeTca B Noapoob-
HOM onucaHun. KopoTKo Kacasicb 3T0M TEMATUKU, MOXXHO YKa3aTb
cnepytoulee. Y nauyunentos 6e3 C3C Tepanus X3 nokasaHa npu
HaNIMYUN KNUHUYECKOW CUMNTOMATUKIA U/ unn cHKeHun ®B JIK,
KOTOpble BbI3BaHbI XenyA404KoBO 3kTonuen 6onee 15% [4, 19].
Cpefn nekapcTBeHHbIX NpenapaTos b-anpeHo610KkaTopbl ABASIOT-
¢ npenapaTtamu nepBoii NUHUN U ABNAOTCA 0COOEHHO AP eKTUB-
HbIMW, KOTLja 3KTOMUYECKas akTUBHOCTb B HAMOOMbLUENA CTEMeHN
NPOSBNAETCSA B JHEBHbIE Yacbl. HegurnaponepuanHoBbIe aHTaro-
HUCTbI KaNbLMs MOTYT ObITb MONE3HbI NPU PACLMKYNAPHON 2K3.
OfHaKo, Kak MpaBmmo, Tepanus MepeynCeHHbIMI npenapaTamu
noKasbiBaeT A PEKTUBHOCTL TONbKO y 25% nauuenTos ¢ XK3 [11].

Hanbonee feicTBEHHbIMI B NOAaBNeHUM XK 0CTaOTCA npena-
patbl IC n lll knacca. I'pynna IC npeacTaBneHa 4OCTaTO4HO 06LWIMP-
HbIM CMCKOM 3(DEKTUBHBIX JIEKAPCTBEHHbIX NPenaparos, cpeau
KOTOPbIX HEO6XOLMMO OTMETUTH MPONAEHOH U OTEYECTBEHHbIE
CpeacTBa, Takme Kak AM3TUNAMUHONPONUOHUNITOKCUKAPOOHMNA-
MWHOCEHOTUA3NH W NannakoHWTMHa ruapobpomui. OgHako no-
[aBfeHne 3KTOMNYECKON akTUBHOCTM cpean nuy co C3C w/mnu
Hn3kon ®B JTXK (< 40%) npenaparamu IC MOXeT HECTH eLLe 60/1b-
LUME PUCKN NIeTanbHOro NCX0La, 4To 6bIN0 YOeANTENBHO JOKA3aHO
B nccnenosarum CAST. Tepanueii BbIGOPa B TaKMX CRydasnx TakxKe
ocratotcs b-agpeHo6nokatopel [19, 20].

MpumeHeHne ammopapoHa y naumentoB co C3C u/unm co cHu-
XKeHHOU OB JIK, umetoLux cumnTomatiyeckyto XK9, aonyckaercs
conpoBoxpas Tepanuio CH 1 OCHOBHOrO 3a60J1eBaHWSA COrNAacHO
VMEIOLLMCS KIUHUYECKUM PEKOMEHAALMUAM, C Y4ETOM UCNOSb30-
BaHWSA NOKa3aBLLUMUX 3()(HEKTUBHOCTb HOBbIX NEKAPCTBEHHBIX Npe-
napatoB, OTHOCALUMXCS K rpynnam UHrM6UTOPOB PeLenTopoB aH-
TNOTEH3MHA-HENPUAN3NHA U HATPUIA-TIIOKO3HOM0 KOTpaHcnopTepa
2 Tina [4, 11, 19-21].

AmunopapoH MOXeT CyLLLECTBEHHO YMeHbLIaTb 4ncno XK3 Takxe
1 cpean nuy ¢ coxpaHeHHon @B JDK n npumeHaTbes ans ynyy-
LUEHUs CUMNTOMATUKL, OLHAKO 4acToTa MpekpalleHus Tepanunu
amM1oJapoHOM MO NpUYMHe pasBuTUA NO60YHbIX 3 EKTOB oCTa-
8TCA J0CTAaTOYHO BbICOKOW 1 MOXET coCcTaBNAThb A0 27%. CoTanon
TaKKe MOXeT NofasnATh K3 U NpesnoyTUTENIeH K NPUMEHEHUIO
y nauuentos ¢ VIBC, ogHako Tepanus 3atum npenapatom Tpebyet

PucyHok 2. (CoctaBneHo astopom). OnpepeneHue MHpekca pAethnekuuu BKNHOYaeT
pacyeT OTHOLWIEHMA MUHMMANbHOTO WHTEPBANAa MEXAY HA4YanoM 3JKTOMUYECKOro
komnnekca QRS 1 BepLUMHOI NONOXUTENBLHOrO 3y6ua R B rpyaHbIX OTBEAEHUAX K 00LLE#H
NPOAOIKUTENBHOCTH 3KTONMYEcKoro komnnekca QRS (a/h)

Figure 2. (Compiled by the author). The definition of the deflection index includes the cal-
culation of the ratio of the minimum interval between the beginning of the ectopic QRS
complex and the top of the positive R wave in the chest leads to the total duration of the
ectopic QRS complex
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TLIATeSIbHOro KOHTpONs 3a uHtepsanom QT, U OH He peKOMeH[0-
BaH K NMPUMEHEHWIO NPU BbIPDKEHHON CUCTONIMYECKON ANCHYHK-
unn (< 20%) unu runeptpocpun JIXX 6onee 14 mm [19, 20].

Kak o6cyxaanoch Bbilie, npenapatbl IC Knacca yBennymBatoT
puckn BKG 1 He AOMKHbI Ha3Ha4aTbCs MaUMeHTam CO CHWKEHHOM
®B JIK 1 C3C. OaHako y nu, 6e3 0praH4eckoro nopaXeHus, Ho
¢ B3K 1 cHuwxeHHoit ®B JIXK ux npumeHeHne 0CTaeTcs npeaMeTom
JMCKYCCUN, MOCKOSbKY CHIDKEHWNE SKTOMMYECKON aKTUBHOCTI MOXET
NPUBOAUTL K YBENYEHUIO COKPATUTENbHOW cnocobHocTn JK. Tak,
B OIHOM U3 He60JbLIMX UCCIe0BaHMI 6bIN0 MOKA3aHO, HTO CHUXKE-
Hue Konuyectsa XK3 ¢ 36% 10 10% ConpoBOXAANOCh YBENNYEHNEM
®B JTX ¢ 37% po 49%. Moatomy B otcytcTeme GC3C no JaHHbIM Uc-
cnefosanus MPT ¢ ragonuHuem npuMeHeHne npenaparos |G rpynnbi,
BEPOSTHO, TPEOYET OnpefeneHHOro NepeocMbICIEHNs 1, BO3MOXHO,
JONYCTUMO Y CENEKTUBHbIX NALMEHTOB CO CHIKEHHOI OB JTXK, koTo-
PbIM HEBO3MOXHO npoBefeHne PHA, n6o NpoTMBONOKa3aHO Ha3Ha-
YeHne aM1OAapoHa Mo NPUYMHE pas3BUTUS NOBOYHBIX 3G dIeKTOoB [22].

PAAVOYACTOTHAA Abnialna NPU

XENY/104K0BOIA 3KCTPACUCTONINN

TexHonornyeckne JOCTUKEHWS B npuMeHeHun PHA ans tepanuu
K3 NOHM3MAVM Nopor Ans NpUMeHeHNs 3T0i METOAMKI, 0COBEHHO NpH
Hanu4uu MoHOMOpPHOI XK. PYA, Kak 1 nekapcTBeHHas Tepanus,
MOTYT BbITb PEKOMEH/I0BaHbI KaK Tepanus BbIGopa npu cUMNToMaTm-
4eckom 2K3; akTonuu, nposouumpytoLLen napokcuambl XKT unu BIK; a
TaKXXe Kak Knacc | nokasaHuii npu HenepeHoCMMOCTM NTEKapCTBEHHOM
Tepanuu uan NPeLnoyTeHnin camoro naumenta [4, 19, 20, 23].

OaHako noTeHuuanbHas nonb3a npumeHeHns PHA pomkHa 6biTh
OLIEHEHa NPOTUB PUCKOB CEPbE3HbIX OCNOXKHEHWUI, TAKUX Kak MOBPEX-

[eHe KOPOHAPHBIX apTepuid, pa3BuTUA NCEBLA0AHEBPU3M, apTepUoBe-
HO3HbIX (OMCTYN, TAMMNOHA/b! CEPLLA U HAPYLLEHWs MO3rOBOr0 KPOBO-
o6paLLeHns, YacToTa KOTopbIX pacnonaraeTcs B AvanasoHe ot 1% no
5% [5]. Puckn 3am60onn4ecKnx NHCYbTOB 0COBEHHO BO3PACTAKOT NpM
PYA neBoxenyno4kosbix K3 [24]. OueHka pucKOB MOApPa3ymeBaeT
TwaTenbHoe uayyenne KT 4ns onpeaeneHns y4acTka BO3HUKHOBEHNS
K3 1 OLEHKN PUCKOB AN PSAAOM PaCcroNoXeHHbIX aHATOMUYECKMX
CTPYKTYp. B cny4ae HeyBepeHHOCTU OTHOCUTENbHO 3(PCHEKTUBHOCTM
PHA B yny4weHun cHmkeHHoit ®B JIK MOXeT ObiTb NpeanoxeHa
Npo6Has Tepanus amuoLapoHOM C NOCNeAytoLIen OLIEHKOM YacToTbl
K3 1 ®©B JIK, 4T0 NOMOXET ONPeAenuTb N0Mb3y MHBA3UBHOTO BME-
LIATeNbCTBA NPOTUB PUCKOB BOSMOXKHbIX OCNIOXHEHNiA [11].
Han6onee adpcpektnsHon PHA cuutaetcs npu passutun X3
13 obnact BT npaBoro »enygoyka ¢ 4actoton ycnexa go 95%,
4TO NPeBOCXOAUT 3PMEKTUBHOCTL Tepanun MeTONPONOIOM UK
nponagoeHOHOM 1 MOXXET paccmMaTpuBaTbCa Kak Tepanus Bblbopa
[19, 20]. PHA K3 u3 BT JIXK, aopTtansHoro knanasa, nanunnsp-
HbIX MbILLL, KOfbLA MUTPaNbHOIO KnanaHa, aHTepobas3anbHoro
caMmmMuTa Unu acLmMKyNSAPHbIX SKCTPACUCTON TEXHONOMMYECKU CY-
LLLeCTBEHHO 6onee npobyematnyHa, uMeet 6osee HU3KYH, Lo 70%
3D (heKTUBHOCTb U MOXET TPe6OBaTb HECKOSIbKUX BMELLATEeNbCTB,
ANMKApANaNbHOro JOCTyNa N XUpypruyeckon abnauun, noaTomy
HBA3BHOE BMELLIATENBCTBO B TAKNX CIy4asnX NOKa3aHo Npu Hea-
(hekTMBHOCTU > 1 aHTMapuUTMuYeckoro npenapata IC rpynnbl unm
NPeanoyTeHNI A camoro naumeHta. AnbtepHatusoit PHA B TpyaHo-
JOCTYMHbIX PErnoHax MOXeT 6bITb Kprnoabnaumsa [6, 20, 25, 26].
TakTuKa BeeHNs NaLneHToB C 4acToi 1 6eccumnToMHON X3 ¢
TOYKM 3pPeHns LefiecoobpasHocTn nposeaeHns PYA ocrtaetcq [o

IE

PucyHok 3. (CoctaBneHo aBTopom). nekTpokapauorpamma naumeHtku I'. 37 net. LLnpokne akTonndeckue komnnexce! QRS no tuny 6710kazbi
rpasoi HoXku nyyka lvca. B teqermne 10 net yactoie (> 15%) Xesy[04KOBbIE IKCTPACUCTOSbI C IMU30[AMY SKTOMUYECKON akTUBHOCTU 110
Uy GUreMUHIUN, UHTEPIONNPOBAHHOM, NAPHOM, N0 TUIY TPUNNETOB 1 4 noApaa komnnekcos ¢ YCC o 130 yi/muH no iy HeyCcTOnYuBbIX
11apoKcu3MOB XeryJ04K0BoV Taxukapann. BoinonHerHas B 2017 r. axoKI nokasana cHwxeHne gpakymm Bbibpoca JIK o 33% npu oTcyTcTeum
M0PaXKEHNS KOPOHAPHbIX apTEPUI 110 [aHHbIM KOPOHAPOrpaghuu, TorAa Xe 0bi10 3aghuKcMpoBaHo ABa 3MU304a YCTONYUBOI XESy10YKOBOV

Taxnkapanu, 6bI1 UMINIAHTUPOBAH KapANOoBEPTeP-AehUOpUIfATop

Figure 3. (Compiled by the author). Electrocardiogram of patient G. 37 years old. Wide QRS complexes with right bundle-branch morphology.
During 10 years she had frequent (> 15%) premature ventricular complexes with episodes bigeminia, interpolated, couplets, triplets and four ec-
topic complexes with heart rate 130 beats/min like paroxysm of unstable ventricular tachycardia. Performed in 2017 echocardiography showed
decrease of left ventricular ejection fraction to 33% without coronary artery damage in coronary angiography. At the same time two episodes of
sustained ventricular tachycardia were recorded, and a cardioverter-defibrillator was implanted
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KOHLIA He ACHOM. Yrpo3a pa3sutus BAK coxpaHseTcs npuMepHo y
1/3 v ¢ 2K3 > 10-15% (puc. 3) [4, 19, 20]. OgHako 06paTuMocTb
Pa3BUBLLEACH CUCTONMYECKON LOUCKYHKUMM NOCNEe  YCMELLUHON
abnaumMu NO3BONAET NPUAEPXKUBATLCA BbDKMAATENbHON TaKTUKM
npu YCroBUM TLIATeNbHOr0 MoHMTOPUHTa OB JDXK, Tem 6onee 4To
COXPAHAETCH BEPOATHOCTb CMOHTAHHONO YMEHbLUEHWUA Kenymnou-
KOBOW 3KkTONMM [18]. ANbTepHATUBHLIM MapKEPOM OLIEHKW CUCTO-
NNYECKON (PYHKLMM MUOKApLa MOXET OblTb OnpefeneHue rno-
6ansHoi aedpopmaummn JIK Ha 6a3e ynbTpasByKOBOW TEXHONOTUY
«cnep natHa» (speckle tracking imaging). 91a mMeToAuKa MOXeT
NCMONb30BATLCA NI MOHUTOPUHIA (PYHKLMK JIK 1 onpefeneHus
PaHHWX NPU3HAKOB ero aucyHkumm (puc. 4A) [27, 28]. Moporo-
BOVl BEJIMYMHOIA B JAHHOM Clly4yae MOXHO paccmaTpuBaTh Mnokasa-
Tesb rno6anbHO NpofonbHON fedpopmauuu JK —16%, Torga kak
HOpMarnbHble Nokasartenu nexar B npegenax ot —18% 0o —25%.
lpenMyLLecTBOM [JaHHOW TEXHONOrWU ABMSETCH CMOCOOHOCTb
npejcKasblBaTh KapLMOBACKYNAPHbIE COOLITUA NPU HOPMANbHOM
®B JDK [29, 30]. OnpegpeneHue nokasateneit gechopmavmm JIK
npy pyTUHHOM U3MEPEHUN apTePUanbHOro ABNIEHNUS C NMOMOLLbIO
COOTBETCTBYIOLLEro NpOrpamMMHOro 06ecrnedqeHms No3BoNAET TaKXKe
NOCTPOUTL KPUBbIE «AaBNeHue — AedopmaLiisi», KOTopble MOXHO
paccMarpuBaTb Kak KBUBANEHT KPUBbIX «[aBNEHNE — 00beM», OT-
paXkaroLime COCTOSHWE MUOKapAWanbHOM paboTbl. ApTepuanbHoe
[aBJIeHNe KaK CyppOoratHbli Mapkep MOC/eHAarpy3kn MoXeT 06e-
cneynBartb 60Nee LJOCTOBEPHYHD OLIEHKY CUCTONMYECKON CDYHKLMUM
JDK 1 MOXeT UMEeTb NMPenmyLLEecTBO B TOM YUCHE W Nepes rnobdans-
HOW NpofonbHON Aedopmauueir. Bes pabota, BbinonHaemas JK
0T BPEMEHI 3aKPbITUS 1 [JO OTKPLITUS MUTPANTbHOTO KNanaxa, oTpa-
)KaeTcs B NoKasatene uHAekca rnobanbHoii padotsl (GWI), pede-
PEHTHbIE 3HA4EHNS KOTOPOro NPy HOPManbHOM COCTOSIHUM NeXar B
npegenax 1382-2875 mm prt. ¢1.% [31]. [lnarHocTn4yeckoe n npo-
THOCTUYECKOE 3Ha4YeHWe MoKasaTenei MuokKapauanbHon paboTsl
ObI/10 NOKAa3aHO Y NALMEHTOB C XpOHUYeckoi CH, gunataunoHHO
KapAnomuonaTtnen NemMn4eckoro 1 HeuemMn4eckoro reHesa [32,
33].

BbKnaaTenbHyto TakTUKY Y NNLL C HacTON, 6ecCUMNTOMHON XK3
TaKXXe MOXXET NOCTaBUTb MOA COMHEHWe yrpo3a pas3BuTus Heob-
patumoro andpdysHoro ubposa [4, 5]. MoaTomy BeaeHue nauu-
EHTOB C MANONATNYECKON, 6eccuMnTOMHON K3 > 10% TpebyeT Kak

GS=10.1%

MUHUMYM €XeroAHbIX OLEHOK YaCTOTbl aDUTMUYECKOI aKTUBHOCTN
1 ®©B JTK. B nogo6HbIx cnyyasx Takxxe NpeactaBnseTcs Leneco-
06pa3Hoi OLeHKA rnobanbHOW NpojonbHON Ledhopmauum JHK
KaK HeWHBa3WBHOrO Mapkepa gmbposa muokappa [13], pas3su-
TWE KOTOPOro, KaK NPeACTaB/IAETCA, ABNAETCH 0COOEHHO BaXKHbIM
B nnaHe yrpo3bl pa3sutus BKC [8, 34]. B uenom, ans Hambonee
ONTUMANIbHOTO BEAEHUS 6ECCUMNTOMHBIX N1 C YacToi XK3 Heoob-
XOLMMO NPOBELEHNE NPOCNEKTUBHOIO UCCNEL0BAHNSA NALMEHTOB,
paHLoMU3MPOBaHHbIX K PHA, NpoTuB TakTUKW HABNIOAEHUS 1 ie-
KapCTBEHHOI Tepanum [5].

UMMJIAHTALNSA KAPOWOBEPTEPA-AE®UBPUNTTIATOPA

MaumeHTbl, nepeHecLlre OUOPUANALMIO XENTyL04KOB, COXPAHAOT
BbicOKUe puckn BKC, u paxe HecmoTps Ha ycnewHyto PHA akTo-
NUYECKUX 04aroB TPe6yT UMMnaHTauun KapLuosepTepa-nedu-
Gpunnatopa. Jluua ¢ «fo6pokayecTBeHHbIMM>» K3 (13 BT npasoro
XKeNyao04Ka, nanunispHbIX Mbllll, acumkynspHbiMu XK3) faxe ¢
3MM30aMu CTOMKOM UIN HECTOMKON MOHOMOPTHO XKenya04KkoBoi
Taxukapguu ¢ komnnekcamu QRS co cxogHoit Mopdhonoruei B 0T-
cytcteue G3C 06b14HO He umeroT puckoB BKC, n aputmms moxer
6bITb KynupoBaHa nocpenctsom PHA unu aHTMapuTMm4eckom Tepa-
nuu. Y nauneHToB co cHxeHHon OB JIXK u vactoit (6onee 5-10%)
K3 9KTOMMYecKas akTUBHOCTb MOXET BbI3bIBATb MW YCYrybnsTh
VMEIOLLYIOCH CUCTONMYECKYO ancdyHkuumo JIK. Bonpoc nepsuu-
HOCTW Kapguomuonartum kak pesynbtata C3C unum ee BTOPUHHOCTU
Kak CNefCTBIS HAPYLLIEHNS PUTMA MOXET ObITb PELUEH C MOMOLLbIO
MPT cepaua ¢ [okasaTteNnbCTBOM OPraHWYecKoro MopaxeHus u
NPOGHOI Tepanui aMmMo4apoHOM B Te4eHWe NO KpanHel Mepe 3 me-
csues. CoxpaHAIoLLanca B Takux cry4asx nocne npo6Hoi Tepanun
HM3Kaa (< 35%) @B JIK 6yner ykasbiBarb Ha LieNecoo6pasHocTb
UMNNaHTauuMn KapguosepTepa-gedomopunnatopa. fporpammupye-
MO€ 3MeKTPOPU3N0NOTrNYECcKOe UCCNeL0BaHINE MOXET ObITb pesep-
BUPOBAHO J/151 CEJIEKTUBHOI0 0T60PA NALMEHTOB C HEULLEMUYECKOI
KapAMOMWUONaTrel n Hanu4mnem 3aepXKKu ragonuHns Npu nposeae-
Hu MPT. NHaykums XKT y Takux nuL npeackasbiBana pucku BKG u
nomorana oTéupars nauueHToB 19 UMNNaHTaLUN KapaMoBepTepa-
necubpunnsaTopa [35]. Kpome T0ro, umnnaHTaums kapauosepTepa-
Jeubpunnaropa MoXeT 6biTb paccMoTpeHa npu ®B JK < 45% y
NNL, C HeiuaTaLMoHHON Kapauomuonarunet JIXK npu Hanm4um rexe-
TU4ECKOro NMopaXXeHus BbICOKOro pucka [10].

APLAX

PucyHok 4. (CocTaBneHo aBTopom). loka3atenu gechopmauuu MMOKapaa U MHAEKCa MEXaHUYECKOW JUCNEPCHIN NEBOT0 XENYA04Ka NALUEHTKH
. no paHHbIM YNbTPa3BYKOBOro MCCNEA0BaHWA cepaua, BbinonHeHHoro B 2017 r. A. [nio6anbHas fpeghopmauns eBoro Xeay[oyka,
PAacCYNTaHHasa U3 CPEeaHEN BenanHbl Aecpopmaunn 17 CerMeHToB, CYLLECTBEHHO CHUXeHa v coctasnsaet 10,1%. B. Kpusbie aegpopmaimm
MUOKapAa eBOro Xesy[04Ka B no3numm 5 kamep. BpemeHHble nHTepBasbl T Havana komnnexca QRS [0 nukoB gegpopmaLimm 6 Ncciesyembix
CErMEHTOB CYLLIECTBEHHO Pa3mnyatoTcs. [1006abHbii MHAEKC MEXaHNYECKOU aucnepcun coctasnn 128 mc

Figure 4. (Compiled by the author). Global left ventricular longitudinal myocardial strain and mechanical dispersion index of patient G. according
of an ultrasound heart examination performed in 2017. A. The global longitudinal myocardial strain calculated as the average value strain from 17
left ventricular segments, is significantly reduced to 10.1%. B. Left ventricle myocardial strain curves in five chambers view. The time intervals
from the beginning of the QRS complex to the peaks of strain of the 6 studied segments differ significantly. The global mechanical dispersion
index was 128 ms
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OTHOLLEHME K UMNNAHTaLMN KapauosepTepa-aeubpunnatopa
y naumeHTtoB ¢ BIK n ®B JTXK < 35% ocTaetcs HeonpeaeneHHbIM,
NOCKOSbKY ycneluHas Tepanus XK3 MOXET CYLLeCTBEHHO YNyyLlaTh
CUCTONNYeckyo yHKLMo 1K 1 no3sonset n3bexarb nogo6Horo
pofa BmeLarenscrsa [11]. Cpean HeMHBA3MBHLIX METOAOB CTpa-
TUMKALNN PUCKOB XXM3HEYTPOXKAEMbIX aPUTMUIA HEOOXOAMMO OT-
METWUTb KaK 06LLue nokasaTenn rnobanbHon NpofonsHON aedop-
MaLuun, TaK 1 TaK Ha3blBaeMblil MHLEKC MEXaHU4eCKON aucnepcun
JDK, aBnatoLuiica crefcTsmem pasopoca BPEMEHHbIX UHTEPBANOB
3NeKTPUYECKON akTBauum muokapaa JIK. [JaHHbIi UHAEKC onpe-
[eNfeTca Kak CTaHAapTHOe OTK/IOHeHWe NuKoB Aedhopmauun 16
cermeHToB JIXK (puc. 4B). HopmanbHble 3Ha4YeHUS JAHHOT0 UHAEK-
ca nexar B npegenax 56 mMc, noporoBbIM Ans PUCKOB pa3BuUTUS
YrPOXAeMbIX TaxuapuTMWiA MPUHATO CYUTATb 3Ha4eHue > 70 mc.
Ponb rno6anbHomn gedopmasm n MexaH4ecKo gucnepeun Tpe-
OyeT TLUATENIbHOr0 U3Y4EHNSA, Y4UTbIBAA OrpaHUYEHHbIE BO3MOX-
HOCTM MpeLCKasblBaTb PUCKK 3710KA4YECTBEHHBIX XKENyA04KOBbIX
aputmmnii npu ®B JIK > 35%, npuHumas Bo BHUMaHMe adpdek-
TUBHOCTb 3TUX TEXHOJOMUIA B OLEHKE BEPOATHOCTU PA3BUTUS Xe-
NYLLOYKOBbIX 3KTONWUIA KaK CPEAM NaLNEHTOB C KapAMMMUonaTusmu,
Tak W cpean NnL ¢ HOPMANbHOWM CUCTONMYECKOR (hyHKunen JDK
[36-38]. MomMuMO BbilLEYKa3aHHbIX MOKasaTefieil onpeaeneHHyo
POJIb B MPELCKa3aHNN XeNy04KOBbIX TaXUapuTMniA MOTYT UrpaTb
W NHLEKChbl MUOKapauanbHou paboTsl [39, 40].

Takum 06pasom, XK 0CTaeTCca 0fHOI U3 Hanbosee akTyanbHbIX
npoo6sieM B COBPEMEHHON Kapa1Oonoruu, Kotopas TpebyeT B3BeLLEH-
Horo noaxopa. He Tonbko puckn BKC, HO 1 noTeHumManbHas yrpo-
3a passuTus BAK JOMKHBI MPUHUMATBLCS BO BHUMAHWE B TaKTUKE
BeLleHMs 3TO MHOTOYMCIIEHHON NONyNALMM NALMEHTOB. YeneluHas

AHTMAPUTMMUYECKas Tepannus MOXET KaK CYLLEeCTBEHHO Yy4llaTb
KQ4eCTBO XXM3HM NaLMEHTOB, TaK 11 YBEUYMBATb (DYHKLIMOHAMNbHbIE
BO3MOXHOCTM MuoKapaa JIK. Kputepuem 3dhheKTUBHOCTM B TaKnX
Cnyyasx MOXeT 6bITb yBenuyenune ®B K Ha 10-15% [11]. MoxHo
cKasarb, 410 PYA OTKpbINa OrpoMHble NepcrneKkTBbl B paguKkanb-
HOI KOPPEKLWUM 3TOr0 HapyLUeHns puTma, B TOM YuUChe U B Tpya-
HOLOCTYMHbIX pernoHax [41-44], ogHako noTeHUManbHas nonb3a
NPUMEHEHWS 3TOI TEXHONOM NN AO/MKHA ObITh TLLATESIbHO B3BELLEHA
OTHOCUTESIbHO NMOTEHLUMANbHbBIX PUCKOB BO3MOXHbIX OCNOXHEHWIA.

MHorve naumeHTbl ¢ 2K pa3BuBalOT HapyLLeHue putma 6e3 oye-
BWIHOIO OPraHN4ecKoro NopaxeHns cepaua. TakTUHecKMe acnekTbl
3(DMEKTUBHOIO BEAGHNS TaKWX NUL, AOCTATOYHO CIOXHbI 11 HEOJHO-
3HaYHbI, HO, TEM He MeHee MOryT ObITb NPeACTaBNeHbl B BUAE anro-
pUTMa, KOTOPbIA B KAKOIA-TO CTEMNEHWN MOXXET YNpOCTUTb NOHUMAHMe
3afja4n Ans Bpaya o6Lle npakTukm (puc. 5). 04eBMAHO, 41O Yy 60b-
LUMHCTBA NaLMEHTOB C YacToi 2K cuctonnyeckas ancgyHKums JHK
1 KnuHuka CH BpsiA v pa3oBbHOTCS, 0HAKO Y HacTy UL, CNEeACTBUEM
apUTMUL MOXKET 6bITb pa3suTie BIK. MoaTomy Apyrum HemanoBax-
HbIM BbI30BOM OY[ET BbISIBMIEHWNE ML, HAXOAALIMXCS B rpynne pu-
CKa N0 Pa3BUTUIO CUCTONMUYECKON AncyHKLmm JTXK, KoTopble ByayT
TpeboBaTb 60/1ee arpeccUBHON TaKTUKK BefeHUs. HeobX0aMMOCTb
BbISIBMIEHNA UL ¢ X3 Ha paHHKX aTtanax passutus B3K, oo passu-
TNS HeobpaTumoro oubposa, ANKTYET LienecoobpasHOCTb U3y4eHuns
BOMPOCA O NPUMEHEHNI COBPEMEHHBIX, BbICOKOTEXHOMOMMYHbIX Me-
TOJOB [MArHOCTUKM, KOTOPbIE, BO3MOXHO, NM03BONAT 60SIee TOYHO
OTBETWUTb HA BOMPOC OTHOCWTENbHO (PYHKLIMOHANIbHOTO COCTOSIHUA
MWOKapaa 1 Hanbosiee ONTUMaNbHOMO BPEMEHU AN PafnKanbHOro,
HO B TO )X BPEMS W MOTEHLWANbHO OMAcHOr0 MeTOAA KOPPeKLun
apuUTMKK, Takoro Kak PHA B TpYAHOLOCTYMHbIX PEroHax Minokapaa.

Yactas X3 Ha KT

Y

K3 ¢ mopcponorueir komnnekcos QRS,
OT/IMYHOIA OT MOPEPONIOTMM, XapakTepHON Ans
BbIHOCSILLEr0 TPaKTa NPaBoro »enyfouka

AHamHe3
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BOMPOC 06 AAT OTka3 0T haKTopoB PMCKa,
v Ha3Ha4eHue B-apeHo6710KaTopoB.,
HabntoaeHne, KOHTPonb KT, XM
OTKa3 0T (PaKTOPOB PUCKa,
Ha3Ha4eHue B-afpeH0610KaTopoB, #
aHTaroHUCTOB Kanblins,
Ha6niofeHue, KoHTponb KT, XM, »-| PHA, aHTaputmMunyeckme npenaparb
3)(0K|_’ (OL|EHKa 'ue(bopmaumm ﬂ)K) |, I} rpynnbl B 3a?|/|CV|MOCTV| oT
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HabmofeHue, KoHTponb KT, XM,

9x0KT, (oueHka aedhopmanuu JDK) TPt HEID(DEKTUBHOCTH

AAT paccmotpeTtb PHA

PucyHok 5. (CoctaBneHo aBTopom). TaKTUKa BEJEHUS JIUL, C 4aCTON XeNyao4koBon akcTpacuctonueir Ha IKI U coxpaHeHHON chpaKuuei
BbIOpOCAa NEBOro Kenyaouka 6e3 04eBMAHbIX CEpAEYHO-COCYAUCTbIX 3abonesanuint (AAT — aHTuaputTMuyeckas Ttepamns, K3 —
XKEJTY[0YKOBbIE 3KCTpacucTosbl, JIXK — nesbii xenygo4ek, PHYA — pagnodactotHas abnsuyms, XM — xonteposckoe moHutopupoBanme, K —

anekTpokapauorpagus, axoKIr — axokapgmorpagus)

Figure 5. (Compiled by the author). Work-Up and Management for ECG frequent premature ventricular complexes and preserved left ventricular

ejection fraction without obvious cardiovascular diseases
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PE3IOME

06bEM NeBOro NpeLcepans ABAAETCA OLHUM U3 KMo4eBbIX (DAKTOPOB, ac-
COLMMPOBAHHBIX KaK C pa3BUTUEM NEPBUYHON (hubpunnsaLmen npeacepani,
TaK U ¢ eé nporpeccupoaHmeM. OTKpbITble MEXNPeAcepaHble KOMMYHI-
Kauun paccMaTpuBaloTCs B KadecTBe (paktopa, npefpacrionaratollero K
Junarauuu 1 pemofenupoBaHuio nosocTer ceppua. Mbl npefcrasnsem
KIMHUYECKUIA Cryqail 3HA0BACKYNAPHOO 3aKPbITUS OTKPLITOr0 0BANbHOMO
OKHa Y MaLmMeHTa ¢ NepcucTMpytoLLei dhopmoi nbpunnauum npeacepanii,
YMEPEHHO CHWKEHHON (ppakLmei BbIOpOCa NEBOTO XKenyao4ka, nepeHec-
LIEro paHee pajgnoyvacToTHYHO abnsunio, U COXPAHSIOLLMMUCA ABNEHUAMN
CepAe4HON HeLoCTaTO4YHOCT!.

MaumneHT 58 net rocnutanu3uposaH B Hofope 2019 T. ¢ KINMHUYECKMMK
MPOSAB/IEHNAMMN HAPACTAOLLEN CepAeYHON HEe0CTaTO4HOCTU. B aHamHe-
36: nepeucTupyroLas gopma uopunnsaLun Npeacepani ¢ BblpQXXeHHO
TaxueucTonnen Xenyno4kos. B anpene 2019 r. naumeHTy BbINosHeHa pa-
[N04acTOTHAA abnaums, B X04e KOTOPOW BbIABIEHbI MPU3HAKN OTKPbITOrO
0BaNbHOro OKHa. lcxoaHas dopakuus BbI6poca neBoro xenynoyka —41%,
nepeaHe3afHun pasmepesoronpencepans—47vm,yposeHs NT-proBNP—
912 nr/m. B nocrepytolemM nepuoge perucTpupoBannch YCTOMYUBIN
CMHYCOBbIV pUTM, (hpakLms BbIGPOCA NEBOro Xenynoyka — 44%, COMA
45 MM pT. CT., 0TMeyanock cHkeHue yposHa NT-proBNP go 518 nr/mn.

Mo AaHHbIM YPECNNLLEBOAHOI 3X0KapAMorpadum BbiSBMEHa aHeBpM3Ma-
TUYECKM N3MEHEHHas MeXNpeacepaHas neperopofka ¢ aKCKypeuen 60-
nee 8-9 mm, ny3bipbkoBas Npo6a pesko NonoXUTeNbHas, LINHA TOHHENS
MeXAy CKNnaaKamin OTKPbITOro 0BafibHOro okHa — 10 Mm, guamerp —4 mm.
Yepes 5 mecALes noce NpoBeeHHON PaaMo4acTOTHOM a6NALMM NauneH-
Ty BbINONIHEHO 3HAOBACKYNAPHOE 3aKPbITUE OTKPbITOrO 0Ba/IbHOr0 OKHA
OKKITHO3UPYHOLLMM YCTPOCTBOM.

B axBape 2021 r. npoBeAgHO KOHTPONbHOE 06c¢nefoBaHne. GyObekTUBHO
CBOE COCTOSIHME MALMEHT OLEHWBAN Kak YAO0BNETBOPUTENbHOE. IN130L0B
nbpunnauAn npescepanit 3a NPOLLELWNA NEPUOS BbIABIEHO HE ObINO.
OTMeyanuch noBblleHne (Ppakuyi BbIBPOCA NEBOr0 Xenyaoyka fo 55%,
YMEeHbLLEHME pa3mepa NeBoro npeacepxus 1o 41 mm, cHmkenne GOJA fo
30 mm pr. cT. YpoBeHb NT-proBNP cHuauncs go 110 nr/mn.
JH[0BACKYNAPHOE 3aKPbITWE OTKPLITOrO 0BANIbHOTO OKHA CMOCOBCTBYET 06-
paTHOMY PeMOZENMpOBaHMI0 Kamep CepAaLa U MOXET 6bITb PACCMOTPEHO Y
MaLMeHTOB C NepeucTUpytoLLen chopmoil onbpunnalum npencepamni, yme-
PEHHO CHUDKEHHON (DpakLuyeil BbIOPOCa, BEPUDULIMPOBAHHBIM OTKPLITbIM
0Ba/bHbIM OKHOM B COCTaBe KOMMEKCHO Tepanuu (MeAnKaMeHTO3HOI 1
PafN04aCTOTHON abnsuuneit).

KnioyeBble cNoBa: OTKPbITOE 0BaNbHOE OKHO, DUBPUNNALIAS NPEACEPANiA, SHIOBACKYNAPHAS OKKMIO3US OTKPBITOrO 0BANbHOMO OKHA, NEPBUYHAS Npo-
(hUNAKTMKA MHCYNbTOB, 06PATHOE PEMO/IENPOBaHIAe NPEACEPANIA, PaAN0YacTOTHAS aBNsLMA, CepeYHas HeJ0CTaTOYHOCTb, KITMHUNYECKMIA CrIyyail

KoHthnukT nHTEpecoB. ABTOpbLI 3aABNAOT 06 OTCYTCTBUN KOH(IMKTA UH-
TepecoB.

Bknap aBTopoB. TepeLleHko A.C.: KypupoBaHue JaHHbIX, HanucaHue — nog-
rOTOBKA YePHOBUKA PYKOMUCH.

XKenskos E.I'.; Hay4HOe pyKOBOACTBO MCCNELOBAHMEM.

Mepkyros E.B.: Hanucauue, peLeH3npoBaHine u pefakTupoBaHue pykonucu.
Mysenko [1.B.: Bu3yanusauus, nposefeHune UCCneaoBaHns.

CtpyHuH 0.B.: nporpammHoe o6ecneyeHune, Banuaaums JaHHbIX.

P< ANDREWO034@ YANDEX.RU

Appawes A.B.: KoHuenTyanu3auns, pazpabotka MeTOA0M0MN UCCnea0Ba-
Hus, pabota ¢ NporpaMMHbIM 06eCne4eHnem.

Bce aBTopbI COOTBETCTBYIOT KpUTepusm astopcTea ICMJE, npuxumani yya-
CTWe B NOArOTOBKE CTaTby, HABOPEe MaTepmana v ero 06padoTke.
Wudhopmauus u cobnropeHue ITMMeckUX HopM. [aLneHTom AaHo HAopMU-
POBaHHOE COrnacue Ha ny6nukaunio.

®uHaHcupoBaHue cTatbi. He 0CyLLIECTBAANOC.
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SUMMARY

The volume of the left atrium is one of the key factors associated with
both the development of primary atrial fibrillation and its progression.
Open atrial communication is considered as a factor predisposing to
dilation and remodeling of the heart cavities. We present a clinical
case of endovascular closure of an open oval window in a patient with
a persistent form of AF, a moderately reduced left ventricular ejection
fraction, who had previously undergone radiofrequency ablation, and
persistent manifestations of heart failure.

A 58-year-old patient was hospitalized in November 2019 with clinical
manifestations of increasing heart failure. History: persistent form of
atrial fibrillation with pronounced ventricular tachysystole. In April 2019,
the patient underwent radiofrequency ablation, during which signs of
open oval window were revealed. The initial left ventricular ejection
fraction is 41%, the anterior—posterior left atrium size is 47 mm, the
NT-proBNP level is 912 pg/m. In the subsequent period, steady sine
waves were recorded.

Keywords: open oval window, atrial fibrillation, endovascular occlusion of the open oval window, primary prevention of strokes, reverse atrial

remodeling, radiofrequency ablation, heart failure, case report
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SHOOBACKYJIAPHOE SBAKPLITVIE OTKPbITOrO OBAJIBEHOIO OKHA MPY &Il

BBEJIEHVE

Oubpunnauus npeacepamin (O) — Hanbonee pacnpocTpaHeH-
Has chopma apuTMUM, 4acToTa PasBUTUS KOTOPOI B MOMynauuu
pocturaet ot 1 o 2% [1]. B 6onbwmHcTee cny4vaes ®I1 anqaercs
CNeACTBMEM KaK KapLuanbHOW, Tak 1 BHECEPAEYHON COMYTCTBYHO-
LLier naTonorum.

B HacTosee Bpems Hanbonee aDMEKTUBHLIM METOLOM feye-
HWA NALMEHTOB C nepcucTupyoLer dhopmoin @I asnsercs paguo-
yactotHaa abnauusa (PHA) [2], o4HaKo LOMArOCPOYHbIA yCnex npo-
Ledypbl MOXET CYLLECTBEHHO BapbUpOBaThLCA U OMpPefensercs B
TOM YUCIIE 1 AiEKBATHON KOPPEKLMel COnyTCTBYIOLLEN NaTonorum
N Moandnkaumen paktopos pucka ®I1 (apTepuanbHas runepren-
31, OXKUPEHUE, XPOHUMYECKasA CepAeYHasn HeLoCTaTO4HOCTb, ANUC-
(PYHKLMS LUNTOBUAHON Xenesbl 1 T.1.) [3, 4].

06bém nesoro npegcepans (J11) SBNSAETCA OLHUM U3 KIHOHEBbIX
(hakTOpOB, aCCOLMMPOBAHHbLIX KakK C pa3BUTUEM nepBuYHOA @I,
TaK 1 ¢ eé nporpeccupoBaHuem [5,6]. Kpome Toro, B psae meTaa-
HanM308 6blia NOATBEPXKAEHA CBA3b 4acTOThl peungnsos OI no-
cne nposefeHus PHA ¢ o6bémom J1M. A. Njooku et al. yctanosunu,
4TO C yBeNM4eHnem obbéma J1I He3aBUCUMO YBESTMYUBABTCS PUCK
peunamsa @I nocne PHA (O 1,032; 95% AW 1,012-1,052) [7].
AHanoruyHble faHHble ObIM NPeACTaBNeHbl B CUCTEMATUYECKOM
0630pe ¢ MeTaaHanu3om G. Bajraktari et al.; yenuyeHne gnamerpa
JIM =50 mm accouumposanock ¢ puckom ®I1 nocne KateTepHom
abnauun B 2,75 pasa, a 06uém J1M >150 mn B 2,25 pasa [8].

B ony6nnkoBaHHbIX UCCNEfoBaHUAX OTKPbITbIE MEXMNpPELCepA-
Hble KOMMYHMKaUWW pacCcMaTpUBaKOTC B Ka4yectBe (hakTopa,
npefpacrnonaratLLero K neperpyske npasbix OTAENOB CepAua
00bEMOM Junarauuv u pemogenuposanuio nonoctein [9,10]. Ma-
LMEHTbI C OTKPbITbIM 0BanibHbIM 0KHOM (000) Hepeako xapakre-
PU3YIOTCA YBENIMYEHNEM NONOCTM JTTT, 4TO MOXET ABNATHCA OLHUM
N3 NATOreHeTUYecKUX (HakTOpPoB PasBUTUS W NPOrPECCUMPOBAHNA
oni1,12].

BcrefcTBre HEMOMHOTO CMbIKaHUS U MOC/eAyLLero cpacra-
HWS' NMEPBUYHOA W BTOPUYHON MEXMPEACEPAHON Meperopomku
NPONCXOLUT (POPMUPOBAHNE TOHHENSA, YePe3 KOTOPbIN, B 3aBUCU-
MOCTU OT BEJIMYMHbI JABNEHMs B NMPeAcepausx, MOXET Npoucxo-
[UTb LUYHTMPOBAHWE KPOBM W3 NPaBoro npencepans B nesoe. Mo
[aHHbIM Pa3fINYHbIX WCTOYHWUKOB, PacnpoCTPAHEHHOCTb AaHHOM
aHomanum cpean Hacenenus coctasnser 20-30% [13]. Hapsaay
¢ puckom @I, 000 MOXeT ABNATLCA NPUYNHOI NAPAZOKCATTLHOI
am6onuu [14] n acCoLMNPOBAHHBIX C HEeil OCMOXHEHNIA.

B 37Ol cBA3M BOMPOC O COBEPLUEHCTBOBAHUM NOAXOAOB K Neye-
HUtO naumenToB ¢ OM n 000 npeacTaBnfeTCS NO-NPEXHEMY BECh-
Ma aKTyasibHbIM.

MbI npeficTaBnfem KINMHUYECKNIA CIyHar 3HA0BACKYNIAPHOrO 3a-
KpbiTns 000 y nauueHTa ¢ nepcucTtupytowlein goopmon ®r, yme-
PEHHO CHUXEHHO (ppakunei Bbibpoca NeBoro xenyaoyka (JIXK),
nepeHecllero paHee PYA, 1 COXpaHAKLLMMUCS ABIEHNAMU Cep-
NIe4HON HEe0CTaTOYHOCTH.

ONMNCAHUE KITMHW4YECKOI0 CJTY4AA

MaumeHT T. 58 neT 6bIN rocnuTanua3nposaH B Hosépe 2019 roga
C KNUHWYECKMMU NPOABIIEHNAMMN HApPACTAKOLLE CepAe4HOi Heo-
crato4HocTu (GH), BbIp@XEHHbIM CHUXXEHWEM TONePaHTHOCTU K
busnyecknm Harpyskam. VI3 aHamHe3a M3BECTHO, YTO B anpene
2019 roga y naumeHTa Bnepsble 3aperncTpupoBaHa nepcucTupyio-
was opma O ¢ BbIPOKEHHON TaXUCUCTONNEN XENYL04KOB, 4TO
NOCNYXWUN0 NPUYNHON Pa3BUTMA SABNEHWUIA fekomneHcauun XCH,
CONPOBOXAAOLLEACH NPU3HaKaMK 3acTOs N0 MaioMy M 60JIbLLO-
MYy Kpyry KpoBoo6patieHus. o pesynbTatam NpoBeAeHHON TPaHC-
TopakanbHoii axokapauorpaduu (3X0-KT) BbIfsBNEHbI Aunataums
nesoro npeacepaua (J1M) (nepefnHesagHuin pasmep — 47 mm)
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CHUDKEHUE rn06anbHON CUCTONIMYECKON (PYHKLMN NEBOro Xeny-
Joyka (OB JIXK) no 41%. B nabopatopHbIx aHanu3ax 0TMe4anoch
nosbllweHne ypoBHa NT-proBNP o 912 nr/mn, a Takxe Tupeo-
TPOMHOro ropmoHa Ao 4,2 meg/n.

[MaumeHT 6bIn 06CNE0BAH, MCKMOYEHbI ANCHYHKLNS WUTOBUA-
HOW >Kenesbl, MUOKApPAUT (N0 JAHHbIM MarHWTHO-PE30HAHCHO
ToMOrpacum) n cTeHosupyroLee nopaxerue KA (no gaHHbImM Ko-
POHAPHOM aHruorpadnm) Kak npuyuHbl passutus XCH.

Y4nTbIBas KIMHUYECKYIO KapTUHY, AAHHbIE MHCTPYMEHTamNbHbIX
ncenefoBaHui U B COOTBETCTBUM C JEACTBYIOLLUMU KITUHNYECKUMN
pekomeHaauusam no nedveHnto O, 6bina BbinonHeHa PYA, koTopas
BK/1H04as1a aHTPAIIbHYI0 N30NALMNI0 BCEX NErOYHbIX BEH, NNHENHbIE
PY-Bo3paencteus B 061acTn MuTpanbHoro uctmyca u ceoga I, a
TaKXXe MoanuKaLmo cybcTpata aputMun no 3afHel cTexHke. Bo
Bpems nposeaeHuns PHA obpatiano Ha ce6s BHUMaHE CBOOOAHOE
NPOXOXXAEHWE WHCTPYMEHTOB Ans nposefeHus PHA yepes mex-
npeacepaHyto neperopoaky. Myukuus MMM He BbINOAHANACH, Y4TO
YKa3blBa/I0 Ha Hanu4yne OTKPbITOro 0BanbHOro okHa (000) wunu
JedekTa MexnpeacepaHoii neperopoaku. Mo 3aBepLueHui npo-
uenypbl PHA CuHYCOBbLIA PUTM Obll BOCCTAHOB/EH C MOMOLLbIO
3N1eKTPOMMNYNbLCHON Tepanuu. PaHHUI nocneonepauyoHHbI ne-
puoa npoTekan 6e3 0COGEHHOCTEN U HA BTOPbIE CYTKU MALMEHT
BbINMUCAH U3 CTaLMOHAPa B YA0BNETBOPUTENBHOM COCTOSHUM.

HecmoTps Ha yCTONYMBLIA CUHYCOBBIA PUTM B TeYeHue 4 Me-
cAUEB HabrjeHns, y nauueHTa He 0TMeYanocb TONEPaHTHOCTM
K (OU3N4ECKOM Harpyske, coxpaHsfacb ofblluka. B aTon cBA3n
nauneHT NoBTOPHO OblN rOCNUTANU3NPOBAH A NPOBELEHNs [0-
06crejoBaHNA 1 KOPPeKLum Tepanuu.

Mpn 06LEKTUBHOM OCMOTPE: COCTOSIHWE CPESHEN THXECTU, Bbl-
paXKeHHbIe OTEKW FONEHeN 1 CTor. [lbIXaHne XXecTKoe, NPOBOANTCS
Mno BCEM NEro4HbIM NoNsAM ¢ 06emx CTOPOH, Yactota — 18 B MUH.
MynbC 72 yaapa B MUHYTY, PUTMUYHbIA, YLOBNETBOPUTENLHOO Ha-
noniHeHns. CepAeyHble TOHbI NPUIAYLEHbI, CAAGbIA MATKWA CUCTO-
NINYECKNIA WyM B TOYKe BOTKMHa-Ip6ba.

Mo panHbIM 3X0KI coxpaHseTcs ymepeHHoe cHkeHne @B JIK
(44%), npu3Haku gunarauum nesoro npencepaus (44 mwm), yme-
PEHHOE MOBbILIEHNE CUCTONNYECKOrO LABIEHIUA B JIErO4HON apTe-
pun (COJ1A) no 45 mm pr. c1. YposeHb NT-proBNP cHusuncs fo
518 nr/mn, HO MO-NpeXHeMy 0CTaBancs Ha AOCTaTOYHO BbICOKOM
YPOBHE.

Mo paHHbIM YpecnuiyesogHon IX0-KI (HM1-3X0-KT) 6bina Bbl-
fIBNEHA aHEBPU3MATUYECKI N3MEHEHHas MeXNpeacepaHas nepe-
ropojkKa ¢ 3Kckypcuein 6onee 8—9 MM, npu NPOBELEHNN «MY3bIPb-
KOBOW Npo6bl» OTMEYanoch NpoxoxneHue 6onee 20 Ny3bipbKOB
BO3[yxa B 1IeBOE NPeAcepaune, Y10 CBUAETENbCTBYET O 60/bLIOM
NpaBo-1eBOM LUYHTE (puc. 1). PacyérHas [iMHA TOHHeNs Mexay
cknagkamn 000 cocTasnsna 10 MM, guameTp 0TBEPCTUS — 4 MM
(puc. 2). Mony4eHHble pesynbTaTbl CBMAETENbCTBOBAIM O MO-
TeHUMANbHO 3M0KavecTBeHHOM xapaktepe 000, 06ycnoBieHHOM
BbICOKUM PUCKOM NapafokcanbHOW MO60NA TPOMOOTNYECKUMN
maccammu 1 pasBUTUEM ULLIEMUYECKUX OCnoxHeHmi [14, 15]. Co-
rNacHO COBPEMEHHbIM PEKOMEHZAUMAM M0 NPOUIaKTUKN WH-
CynbTOB 3HA0BacKynsapHoe 3akpbiTie 000 nokasaHo B Ka4yecTse
BTOPUYHOM npocpunaktukn. OfHaKo pekomengauun Society for
Cardiovascular Angiography and Interventions (SCAI) [15] karte-
rOpUYecKn He 3anpeliatot aHposackynapHoe 3akpbitue 000 c
LieNbio NepPBUYHON NPOMUNIAKTUKN Y NALUEHTOB C «BbICOKOPUCKO-
BbIMW» OTKPbITHIMI OBa/IbHbIMU OKHaMW. [MaLneHTy 6biin pasb-
SICHEHbI MOKa3aHUs 1 NPOTUBOMNOKA3aHMS, HO MO ero HACTOSHMIO
ObIJ10 BbINOIHEHO JHLOBACKYNSAPHOE 3AKPLITUE OTKPLITOrO 0Baslb-
HOro OokHa okkntogepom FIGULA FLEX Il PFO 23/25 mm (puc. 3)
4epe3 5 mecales nocne nposeseHHon PHA Of1.



ENDOVASCULAR CLOSURE OF AN OPEN OVAL WINDOW WITH AF

B TeyeHue rofa naumeHT perynspHo HabntoAanca Kapanuosnorom,
0/IHAKO KOPPEKLIMN NeKapcTBEHHON Tepanuu He Tpe6osanoch. Ye-
pe3 3 mecsua nocne 3akpbitust 000, y4nTbIBas NONOXUTENLHYIO
KIMUHUYECKYH OUHAMUKY M YCTOWYMBOCTb CUHYCOBOrO puUTMa, OT-
MEHeH npuém amnofapoHa n anypeTukos.

B axBape 2021 r. nauueHT npurnawied Ans npoBefeHUs KOH-
TponbHOro o6cnefoBaHnsl. CyObeKTUBHO CBOE COCTOSIHWE OH
OLeHWBaN Kak YyAoBneTBoputenbHoe. CyLiecTBEHHO BO3poCna

TONEPAHTHOCTb K (PM3MYECKOI HArpy3Kke, yMeHbLUUNACh 0bILLKA.
HapyweHns putma cepaua He peructpupoBanucb. 06bLEKTUBHO:
COCTOSIHIE YAOBNETBOPUTENbHOE. OTEKOB HIDKHINX KOHEYHOCTEN He
0TMEeYanoch. B nérkux AbixaHue Be3nkynspHoe. 4actota AbixaHus
—16 B MuH. INynbC — 75 B MUH, PUTMUYHBINA, YI0BNETBOPUTENLHOTO
HanonHeHus. AptepuansHoe fasneHue Ha yposHe 115/70 mm pr.
CT. TOHbI CepALa NpurnyLleHsbl, LWyMOB HE BbICYLLUBANOCL. HuX-
HUIA Kpai NevyeHn no Kpaw pebepHoi gyru.

Adult Echo

PucyHok 1. YpecnuwesogHas IX0-KI ¢ «ny3bipbKoBOI Npoboit». Cnesa - B NoKoe, cnpasa - Np1 MaHeBpe BanbcanbBbl (NpoxoxaeHue Gonee

20 ny3bIpbKoB BO3[yXa - 60MbLUOI WYHT) [BbINONHEHO aBTOPaMK]

Figure 1. Transesophageal echocardiogram with a "bubble test". On the left - at rest, on the right - during the Valsalva maneuver (passage of

more than 20 air bubbles - a large shunt) [performed by the authors]

124 bpm

PucyHok 2. YpecnuwiesopHas IX0-KI, oTkpbITOe 0BanbHOe OKHO. [InuHa ToHHens - 10 MM, fuameTp - 4 MM, aHEBpU3Ma MeXnpeacepaHoil

neperopoaku [BbINONHEHO aBTOpamMu]

Figure 2. Transesophageal echocardiogram, patent foramen ovale. Tunnel length - 10 mm, diameter - 4 mm, atrial septal aneurysm [performed

by the authors]

Py

PucyHok 3. PesynbTtat umnnantauuu okknrogepa FIGULA FLEX Il PFO 23/25 mm [BbinonHeHo asTopamu]
Figure 3. Result of implantation of FIGULA FLEX Il PFO occluder 23/25 mm [performed by the authors]
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Mo paHHbIM KOHTpONbHOW IX0-KI oTMeyanuck nosbieHne ®B
JIK [0 55%, ymeHblUeHe pa3mepa neBoro npeacepansa (41 mm),
cHwxeHne GOMA no 30 mwm pT. cT. dnHamuka 3X0-KI nokazatenei
npenctasneHa B Tabnuue 1. NMpu KoHTponbHoM XM-3KT anu3ofioB
hubpunnauum npeLcepanii BoIsBIIEHO He ObISO.

B nabopatopHbix nccnegosanusx yposeHb NT-proBNP cHuaun-
cqa 0o 110 nr/mn. B HacTosllee Bpems NaUMeHT NPoA0MIKaeT no-
nyyatb Tepanuio, BKNOYaKOLLy0 6eTa-610Katopbl U UHIMOUTOPDI
AlO.

OBCYXEHUE

[MpumeHeHne MeTOAOB 3HAOBACKYnNApHoOro 3akpbitus 000
CTAHOBMTCSA BC™ 60Nee pacnpoCTPaHEHHbIM B NEYEHUM [AHHON
BPOX[ HHOI aHOMasIK, 4TO AeNaeT He06X0ANMbIM N3YHeHMe No-
CNeacTBUMIA NPOLEAYPbLI B 0TAAN HHOM nepuoje. B 4aHHOM KOHTeK-
CTe nccrnefoBanue aphekTa 06paTHOro pemMoaenMpoBaHus Kamep
cepaua nocne aHAoBackynsapHoro 3akpbitus 000 sBnseTCcs akTy-
aNnbHbIM 1 UMEET BaXKHOE NPAKTUYECKOE 3HAYEHIE ANA YNyHLIeHus
pe3ynbTaTOB NEYeHUs 11 Ka4eCTBa XU3HM nauneHTos ¢ O u XCH.

B 2009 r. onybnukoBaHbl pe3ynbTaThl uccnenosanns G. Rigatelli
et al., nocesLeHHOro U3ydeHno dyHkuum J1M y 98 naumeHToB ¢
000 po u nocne aHAOBacKynapHoi okknwo3uun. 3akpbite 000
ObI10 JOCTOBEPHO aCCOLMUPOBAHO C YMEHbLUEHUeM 06bEMa J1IT u
yNyHLeHneM ero OyHKLMOHaNbHbIX nokKasartesneii [16].

B 2019 r. B paboTe TOro e aBTopa npejcTaBfieHbl pesynbTa-
Tbl HA6NI0AeHNA 3a 495 naumeHTamu, NoLBepPrNMNCS 3aKPbITUIO
000. B rpynne, KOTOPOi BbINOHANOCE 3HA0BACKYNAPHOE 3a-
KpbiTne 000, ncxoaHblii anametp JIM 6611 4OCTOBEPHO 6ONbLLE
1 B TeyeHue 1 roga nocne npoueaypbl ymeHbluuncs ¢ 44,3+9,1 oo
37,3+4,1 mm (p=0,01) [17].

Heckonbko uHble pesynbTatel npusogar M. Aslan et al. [18]:
npu cpasHeHun nokasarenen IX0-KI fo 3akpsitug 000 u yepes
6 MecsLeB nocre Hero Ha Bbl6opke M3 41 naumeHTa 0TMEYanoch
[0CTOBEPHOE YMEHbLLUEHIE KOHEYHOT0 ANACTONMYECKOro pa3mepa
NeBOro M NPaBoro Xenyao4koB, HO pa3mep Npeacepanii 3Ha4MmMo

He U3MeHancs. Take CTOMT OTMETUTb, YTO Yepe3 6 MecsALeB OT-
Me4anocb 3HaYMMOe CHUXeHWe nokasatesieil NpeAcepaHON arek-
TPOMEXaHNYECKOM 3afepXKKU.

[laHHble NpOCNeKTUBHOIO HabnaeHus B TeveHne 3,6x1,8 roga
3a 160 nauwentamu ¢ 000, nepenecwumu OHMK, y KoTOpbIX
BbINOMHANOCL 3HA0BAcKynspHoe 3akpbiTe 000 oKKNAepoOM
Amplatzer ASD Cribriform, nokasanu, 470 B OTHANEHHOM Mepuo-
[e 0TMEeYatoTCH 3Ha4yMmMoe ymeHblueHne obbéma JII, ynydwenune
®B JIM 1 nHbIX YHKLMOHANBHBIX XapakTepucTuk J1M [0 ypoBHs
rpynmnbl 340p0BOro KOHTPONS. [pn 3TOM pe3ynbTaT He 3aBucen oT
NepekpbITUS OTBEPCTUSA WU HANUYUA LIYHTA: NALMEHTbI, Y KOTOPbIX
0TMEYaI0Ch HEMOSTHOE MOKPbITUE, UMENIN Pe3yfbTaThl, CONOCTaBM-
Mbl€ C FPYNMON, ¥ KOTOPLIX MOKPLITUE 0Ka3aoch NonHbIM [19].

B npeacTtaBneHHom knuHuyeckom cnyvae 00O BbisiBNEHO B
pe3ynbTaTe Chy4anHoii KaTeTepusalum Neperopoiku KateTepom
nepeg nposegeHnem PHA. Hanuyue 000 66110 06CyXAEHO M pac-
LLleHEHO B Ka4eCTBe OJHOr0 W3 3TUONOrny4eckux aktopos @I u
pemogenupoBanus J1I, KoTopblil TpebyeT 605166 AeTanbHOR OLEH-
KW 1 peLleHns Bonpoca 0 Heo6X0AMMOCTI UMNNAHTALUN OKKIHO-
nepa. Tem He MmeHee Bbl6op PHA B KayecTBe ONTUMANbHOIO Ans
MepBoro atana BMeLLaTeNbCTBa 06YCNOBAMBANCS KIMNHNYECKUMN
peKoMeHZaLnAMM 1 paLyuoHanbHbIM NOAX040M, MOCKONbKY NepBo-
0yepe/Has yCTaHOBKA OKKNIO3UPYHOLLLEro YCTPOIICTBA B MEXNpeS-
CEePAHYI0 NepPeropojKy CyLLeCTBEHHO YCMNOXHWUIA Obl €8 NYHKLMIO
B xoae PYA B nocneaytouiem.

B panbHeiwem B pesynbTaTe AeTanbHoOro obcnenoBaHus YMl-
9IX0-KI' BbIsBNEHO «BblcoKopuckoBoe» 000. [auneHTy 6binun
Pa3bsCHEHbI NOKA3aHWS, MPOTUBOMNOKA3aHMs U OTCYTCTBME Ybeau-
TeSbHbIX JaHHbIX N0 NEPBUYHON NPOCMNAKTUKE KPUMTOrEHHbIX NH-
Cy/NbTOB MPW 3HA0BACKYNSpHOM 3akpbiTiun 000, ofHaKo mauneHT
HacTansan Ha uzonsauum 000. Mo peLueHno MynbTUANCLUNANHAP-
HOrO KOHCUNIMYMA B COCTaBe KapAnon0roB, PEHTreH3HA0BACKYNsp-
HbIX XMPYProB, CEPAEYHO-COCYANCTbIX XMPYProB 1 apuTMOJOroB,
NpUHMMas BO BHUMaHWeE Hanuyue Npu3HakoB «BbICOKOPMCKOBOr0»

Ta6nuua 1. luHamuka noka3sarenei IX0-KI B Te4eHue nepuopa HabnoaeHns [cocTaBneHo aBTOpaMn Ha OCHOBE CTATUCTUYECKMX [aHHbIX]
Table 1. Dynamics of echocardiogram indicators during the observation period [compiled by the authors based on statistical datal

3Hayenms

lNokasarenb Tlo PYA Yepes 3 mec. Yepes 1 rog nocne

nocne PHA 3aKkpbitus 000
KoHe4Ho-auacTonmyeckuii pasmep JHK 56 MM 58 mm 57 Mm
KOHeYHbI auactonunyeckuii 06bém JIHK 139 mn 141 mn 139 mn
KOHeYHbI cucTonnyecknini 06bém JIHK 82 mn 73 Mn 63 mn
OB JIX 41% 44% 55%
[TpaBbIi xenyno4ek 32 Mm 32 Mm 31 mm
MepeanesanHuii pasmep JIM 47 Mm 44 mm 41 mm
06wém I 131 mn 96 mn 83 mn
AnukanbHas nozuuus M 51x74 mm 43x65 MM 43%63 MM
PackpbITiie CTBOPOK a0PTanbHOM0 KnanaHa 18 MM 18 Mm 18 Mm
AopTanbHasi HeloCTaTO4HOCTb 01 cTeneHn 0-1 crenexun 01 crenexun
MuTpanbHas Hej0CTaTO4HOCTb 2 CTeneHn 2 CTenexn 1 cTeneHn
TpukycnupanbHas He[oCTaTo4HOCTL 2 CTerneHu 2 CTerneHu 1-2 cTenexu
CATA 40 MM pT. CT. 45 MM pT. CT. 30 Mm pT. CT.

lMpumeyanne/Note: JIK — nesbivi xenygoyek (LV — left ventricle), J1IT — nesoe npescepane (LA — left atrium); 000 — 0TKpbITOE 0Bas/IbHOE
okHo (OOW - open oval window); [Nl - npasoe npegcepane (RA — right atrium); PYA — pagnoyactoTHas katerepHas abnsauns (RFA — ra-
diofrequency catheter ablation); CL]/TA — pacyeTHoe cucTonmyeckoe faBeHne B neroyHon aptepun (SPPA — estimated systolic pressure
in the pulmonary artery);, ®B JIX — copakuyms Bbibpoca n1eBoro xenygoyka (LVEF — left ventricular ejection fraction)

| 130 | EBPA3VIVICKVIVI KAPOWIOSIOMNYECKUV XKYPHAST, 1, 2024



ENDOVASCULAR CLOSURE OF AN OPEN OVAL WINDOW WITH AF

000 1 accounmnpoBaHHbIX C JaHHbIM COCTOSHUEM MOTEHLMANbHbIX
OCNOXXHEHWIA, NOCME NOy4eHns MHKDOPMUPOBAHHOIO COrnacus na-
LieHTa NpoBefeHo aHaoBackynsapHoe 3akpbiTe 000. B pesynbTa-
Te ObIIN NPOEMOHCTPUPOBAHbI BeCbMa 06HAeXMBaLOLLME HEMo-
CPEACTBEHHbIE M OTAANEHHbIE Pe3ynbTaThl NpoLesypbl.

VccnepoBaHuio remofuHamuki npu 000, a Takke NMOUCKY ero
accoumauni ¢ pemMoAenupoBaHnem Kamep CepaLa 1 puckom passiu-
T @I nocssLLeHO 60MIbLLOE KONNYecTBO ccneaoBaruin. B 2000 .
K. Berthet et al. [12] npenctasunu faHHble, CBUAETENLCTBYIOLLME
0 TOM, 4TO Y MaLWEHTOB NOCNe NePeHeCEHHOr0 KPUNTOreHHOro WH-
CyNbTa UM TPAH3UTOPHOrO ULLIEMWNYECKOr0 HapyLUEeHNs MO3roBOoro
KpoBoooOpaLleHus ¢ BepudomumpoBadHbiM 000 npu BbINOMHEHUN
3H0KAPANANbHOro  31eKTPOMU3NONOTNYeCKOro  UCCNea0BaHNs
nHayKums Of1 pa3BuBaeTcs AOCTOBEPHO yalle. Kpome Toro, Ha
MOBbILIEHHYIO YSI3BMMOCTb NPEACEPANIA YKasbiBanu 60nee HU3KMe
napameTpbl pepakTepHOCT U CKOPOCTM NPOBELEHUS 3NEeKTPU-
4eCKOro Mmnysbca B 060UX NPeAcepansax no CPaBHEHUIO C nauu-
gHTamu, y KoTopbiX He BbisBnsnoce 000. Mexay Tem B TeyeHue
nonroro BpemeHn 000 He paccmaTpuBanoch B kKa4ecTBe (hakTopa,
accoLMMpoBaHHoro ¢ nporpeccupoBarnem ®r1. B cBoei paboTe S.
Knecht et al. [20] Ha ocHOBaHWK HabntoAeHMsa 3a 203 naumeHTamu ¢
napokcuamanbHom popmont Al yctaHosunn, 410 Hanuyue 000 He
0Ka3blBaET CYLLECTBEHHOr0 BNNAHMSA Ha pe3ynbTathl PH-nzonauun
NEroYHbIX BEH B KOHTEKCTE N0Afep»XaHus CUHYCOBOr0 puUTMa B Te-
YeHue ANUTenbHOro nepuofa Habnogenus (50 mec.).

B nccnenosanum 2021 . [11] npoaeMOHCTPMPOBAHO, YTO Y Na-
LMeHToB ¢ nepcuctupytowern opmort M 000 moxeT paccma-
TPUBATLCA B KA4ECTBE HE3ABMCMMOTO NPeANKTOPa, aCCOLMMPOBAH-
HOTO C BbICOKOI1 4aCTOTOW peLyuanBOB apUTMIM NOCHE NPOBEAEHUS
Kpuro6annoHHoii abnauuu. iccnenoBateny BbIABUHYNN FUMOTE3Y O
ToM, 4170 000 MOXET CAYXUTb TPUITEPOM NpPeLCcepAHbIX 3KCTpa-
cucTon, Beaylwmx K uHaykunu O, B T0 BpeMs Kak (OYHKLMOHU-
POBaHWe NPaBo-1eBOro LUyHTa B NPeACepPANAX BbI3bIBAET NEPEHOC
O1OMOrN4YeCcKN aKTUBHbIX BELLECTB (Hanpumep, CePOTOHMHA) U aK-
TUBUPOBAHHbLIX TPOMOOLMTOB B NonocTh J1M, 4T0 B CBOO 04epefb
TaK)Xe Cnoco6CTBYET Pa3BUTUIO aTpuonatun, UOpo3NpPOBaHUIO
TKaHW NpeLcepauin N NPOrpeccupoBaHmnto aputmun [21].

B npeacTaBneHHOM Hamu KIIMHNYECKOM Cly4ae NaLmMeHTy Ha 3Ta-
ne npeaBapuTeNbHON NOLrOTOBKK K 3HA0BACKYNSPHOMY BMeLLa-
TeNbCTBY BbINOSHANOCH TLIATENbHOE 06CNeA0BaHMeE, MPOBOAUINCH
OLleHKa BCeX Moanuumpyembix PakTopos pucka puépunnalnmn
npeacepanii (®OM) n ux Koppekuns. 000 ABNANOCH eAUHCTBEH-
HbIM (DAKTOPOM, 0BHAPY)XEHHbIM NNLWb B X04€e BbiNosHeHus PHA,
KOTOpbIii ANMTENIbHOE BPEMS 0CTaBaiCA HEKOPPUTMPOBAHHLIM.
B ka4yecTBe OCHOBHOW, Hambosiee BEPOATHOW NATOTEHETUYECKON
NpUYKUHbI NporpeccupoBanns O 1 cepAeyHON HeJOCTaTOHOCTY
y NpeSCTaBNeHHOro naumenTa paccmarpmeanock Hanuyue 000.

Bnusatue 3akpbitns 000 Ha TeyeHne u nporpeccupoBarue Orl
ABNAETCA NPEAMETOM aKTWUBHbIX 06CYXAeHNA. COrnacHo AaHHbIM
nccneposanns CLOSURE-1, Bkntovasluero 909 naumentos ¢ 000,
nocne WHTepBeHUnoHHoro 3akpbiTus 000 yactoTa passutus Ofl
B MepBbI rof HabnoaeHus cocrtasnana 5,8%, B T0 BpeMs Kak B
rpynne nauueHToB, MOABEPraBLUNXCA MEeAMKAMEHTO3HOW npo-
bunaktuke, anusonos ®I1 3aperncTpupoBaHo He 6blo. ABTOPbI
BbIABMHYNM NPEAN00XeHNe 0 ToM, 4To ®I1 B paHHeM nocTonepa-
LMOHHOM NepuoLe MOXET KOppenupoBaTb ¢ NOCAEAYHOLNM BOC-
naneHnem 1 0TEKOM TKaHU npeacepauni. [JaHHas runoresa KOCBeH-
HO NOAKPennsanach TeM, Y4TO B TeYeHWe NOCneaytoLLero nepuoaa
yactota ®[1 cHmxanack o 3,9% [22].

B page nccnefoBanui 66110 BbIABUHYTO NMPEANON0XEHNE O TOM,
470 3aKpbiTne 000 MOXET paccMaTpuBaThbCs B KayecTBe (hakTo-
pa, CHKaKoLLEro Yyactoty peunansos @Of1. Tak, B pe3ynbTaTax He-

CKONbKUX MeTaaHanu3os, BKto4YaBLwmnx 6onee 5 000 naumeHToB,
KOTOPbIM BbIMOMHANOCH XUPYPrU4ecKoe Unn 3HA0BACKYNAPHOE 3a-
KpbiTe 000 unmn gedekta MexXnpeLcepAHON Neperopoaku, 6bi10
NPOJEMOHCTPUPOBAHO AOCTOBEPHOE CHWXKEHWE pPacrnpoCTPaHeH-
HocTu OI1 B TeyeHue 5 net [23, 24].

PesynbTathl MeTaaHanuaa [25], Bkno4msLwero 2 570 nayueHTos
13 6 paHAOMU3NPOBAHHBIX UCCIIEA0BAHNIA, NPOAEMOHCTPUPOBANIN,
4T0 B rpynne 60MbHbIX, KOTOPbIM BbINOMHANOCh 3HA0BACKYNAPHOE
3akpbiTe 000, Habn0AaNoCh AOCTOBEPHOE CHUDKEHUE pacnpo-
cTpaHeHHocTn O - 0L 0,43 (95% W 0,26-0,71).

B 2019 r. 6binn ony6nnKoBaHbl pe3ynbTaTbl ANUTENBHOMO Ha-
6ntopeHmnsa 3a 384 nauyueHtamu ¢ JMIM, KOTOPbIM BbINOSIHANOCH
9HA0BACKYNAPHOE 3aKpbiTue AedekTta. Y 74 60/1bHbIX 0TMeYanach
@I, 15 nauneHToB nepeHecnn PYA a0 umnnaHTauum okknioaepa
[23]. B Teyenue nepuoga HabnogeHus y 36% naunentos ¢ Ofl,
KOTOPbIM He BbiNofHANach nocnegytoulas PHA, O He peunamnsm-
poBana B Te4yeHue 0AHOro roga nocne 3akpbitus AMIM, a cpean
289 naumeHToB 63 paHee cyliectsoBasLueil 1 yacTota MaHne-
crauum cocrasuna 0,3% [26].

B ocHOBe BbIGPAHHON HAMW dHOBACKYNAPHOI CTpaTerun 6bino
npeanonoxeHne 0 ToM, 470 3akpbiTne 000 MOXeT cbirpatb Cy-
LLLECTBEHHYIO POJb B YNYYLUEHWN Ka4eCTBA XU3HW M OTAANEHHOI0
MPOrHO3a Yy AaHHOTr0 KOHKPETHOr0 nauueHTa, a NoTeHLManbHble
NoNOXUTeNbHbIE 3 MEKTbl NPeBbILLANN PUCK OCNOXHEHNWIA, CBS-
3aHHbIX C MUMMNIaHTaLnen OKKIoAepa, YPeCKOXHbIM NHTEPBEHLM-
OHHbIM BMELLUATENbCTBOM W ANNTENbHbIM NPUEMOM KOMOMHUPO-
BAHHOM aHTUTPOMOOLMTAPHO Tepanuu.

3AKNHOYEHNE

JHposackynapHoe 3akpbitue 000 MoXeT 6biTb PACCMOTPEHO Y
nauneHToB ¢ nepcucTupyrolein opmoit @I, yMepeHHO CHUKEH-
Hon ®B, BepudnumposanHbim 000 B cocTaBe MeauKamMeHTO3HO
Tepanuun n PHA. TpumeHeHne MeToLMKY N03BONAET 3 IEKTUBHO
KOHTPOJSIMPOBATL CUHYCOBBIA PUTM, 3HAYUTENBHO YMEHbLLUUTBL NPO-
ABNEHUS CEPAEYHOI HELOCTATOMHOCTH, @ TAKXKE CMOCOOCTBYET 06-
paTHOMY PEMOLENUPOBAHUI0 KaMep Cepaua.
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