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PE3HOME

Cunppom diizeHmenrepa (C3) — neroyHas runepTeH3ns CUCTEMHOIO YPOBHS
C BEHOApPTEpPNaNbHbIM WK [ABYHANPABEHHbIM COPOCOM KPOBU MeX.Y Xe-
nyfo4Kamu, NpeacepansiMin Unn MarucTpanbHbIMK apTepUsMuN BCEACTBME
MPOrpeccupoBaHns NEro4HOA COCYAMCTOR 6OMe3HN MpKU eCcTECTBEHHOM
TEYEHUN «MPOCTbIX» U «CMOXHbIX» BPOXAEHHbIX MOPOKOB CepALa. Mauu-
eHTbl ¢ G3 TpebytoT NOCTOAHHOIO BHUMAHWS MHOrOMPOMUILHO KOMaHbI
cneumanuctos. OfiHa U3 MMaBHbIX 3aAa4 — He AecTabunu3npoBaTh XPYnKy
naTonoryeckyto PrU3nonoruio, ONMPatoLLYCs Ha 6anaHc NeroYHoro u
nepucepuyeckoro COCYaMCTbIX CONPOTUBNEHNA. XMPYPrMyecKne BMeLla-
TeNbCTBA C aHECTE3WeN, eCnn X HeMb3s 136exaTb, LIenecoobpasHo Bbl-
MOMHATb CNELManM3NpPOBaHHbIX LiEHTPax. bepeMeHHOCTb nauneHTkam ¢ G

NpOTUBOMOKa3aHa. KNnuHu4eckne CUMNTOMbI FUNepBA3kocTi kposu npu G
BCTPEYAKTCS PeAKO. AHAXPOHUYHON NPAKTUKN BEHECEKLNIA, MPUBOAALLNX K
CHWXEHIIO KICNIOPOATPAHCMOPTHON (PYHKLIMA KPOBU, AeOULNTY XKene3sa 1
MOBbILLEHNIO PUCKA LiepebpOBACKYNAPHbIX OCNIOXHEHWNA, CrieayeT u3beratb.
MepopanbHoe 1 BHYTPUBEHHOE BOCMOMHEHNE AehuLumTa Xenesa ynyyLiaet
NepeHOCMMOCTb (PU3NYECKOI HArpy3KN 1 Ka4eCTBO XXU3HU. PYTUHHOE Ha-
3HayeHue aHTUKoarynsaHToB npu C3 He nokasaHo. YCTpaHUTL KpOBOXapKa-
Hbe B 6ONbLUMHCTBE CNy4aeB MO3BONAET JHAOBACKYNAPHAS 3MBONM3aLMSA
NaTonornyecknx KomnarepanbHbIX apTepuid. Vicnonb3oBaHne BEHO3HOIO
[ocTyna TpebyeT TLaTeNbHON NpouUNakTki am6onnia. TepaneBTnyeckas
TaKTMKa npu G AeTanbHO pacCMOTPeHa B HACTOsALLEM 0630pe.

Kntoyesble cnoBa: CuHapoM Jii3eHMeHrepa, BpOXXAEHHbIE MOPOKY CepaLa, Tepanus

KoHthnukT nHTEpecoB. ABTOPLI 3a9BNAOT 06 OTCYTCTBUN KOH(DIMKTA UH-
Tepecos

®uHaHCHMpOoBaHKe. He 0CYLLIECTBNANOCS.

Bknap aBTopoB. Bce aBTOpPLI NOATBEPXKAAKOT COOTBETCTBME CBOETO aBTOP-
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SUMMARY

Eisenmenger syndrome (ES) is systemic pulmonary hypertension with
venoarterial or bidirectional shunting of blood between the ventricles, atria
or great arteries due to the progression of pulmonary vascular disease in
the natural course of “simple” and “complex” congenital heart defects.
Patients with ES require constant attention from a multidisciplinary team of
specialists. One of the main tasks is not to destabilize the fragile pathological
physiology, which relies on the balance of pulmonary and peripheral vascular
resistance. Surgical interventions with anesthesia, if they cannot be avoided,
should be performed in specialized centers. Pregnancy is contraindicated in
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patients with ES. Clinical symptoms of blood hyperviscosity in ES are rare.
The anachronistic practice of venesections, which leads to a decrease in the
oxygen transport function of the blood, iron deficiency and an increased risk
of cerebrovascular complications, should be avoided. Oral and intravenous
replenishment of iron deficiency improves exercise tolerance and quality of
life. Routine administration of anticoagulants for ES is not indicated. In most
cases, endovascular embolization of pathological collateral arteries can
eliminate hemoptysis. The use of venous access requires careful prevention
of embolism. Therapeutic tactics for ES are discussed in detail in this review.
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HECMELM®UYECKAS TEPAMVIA CYIHOPOMA SUSEHMEHIEPA

BBE[JJEHNE

CuHapom ditzeHmeHrepa (C3), Bnepsbie onucaHHbIi B 1897 rofy
[1], B 1958 rofy [2] 6bin ONpefeneH Kak «neroqHas runepTeHsmns
(1) cucTemMHOro ypoBHA C BEHOAPTEPUANTbHBIM UMW [BYHANPaB-
NeHHbIM COPOCOM KPOBU MEX[Y >KeNyfoukamu, npeacepamsmi
WU MarucTpasibHbIMU apTepusamMm» BCIeCTBUE NPOrpeccupoBa-
HUS NIEr0YHOW COCYAMUCTON GOSIE3HN NPU ECTECTBEHHOM TEYeHUN
«MPOCTbIX» ([e(DEKTOB MEXOKEeSy04KOBON U MEeXNpeacepaHol
Neperopofok M OTKPLITOrO apTepuasibHOro NpoTOKa) M «CroX-
HbIX» (aTPUOBEHTPUKYNAPHOrO KaHana, 06LLero apTepuanbHOro
CTBONA, KOPPUrMPOBAHHON TPAHCMO3MULMIN MarkcTpanbHbIX COCYy-
[I0B, €[IMHCTBEHHOI0 Xeny[o4ka cepaua u ap.) BPOXAEHHbIX No-
pokos cepaua (BMC) [3, 4].

LleHTpanbHbIA LUMAHO3 U XpOHWYeckas runokcemus npu CI
NPUBOLAT K MOPXEHMIO MHOMMX OPraHoB M CUCTEM — BTOPMY-
HOMY 3pPUTPOLMTO3Y (4acTO C AeMLNTOM XKenesa), HapyLLeHNo
CBEpPTbIBAEMOCTM KPOBW C TPOMGO3aMU U KPOBOTEHEHMAMMU, Ma-
pafoKcanbHbIM 3MO0NNAM, MOYEYHON AMCYHKUWUM, nojarpe,
XKENTYHOKAMEHHON 60M1e3HN U (PUOPO3HBIM M3MEHEHUAM MEeYeHN,
Andpdy3HoMy MOPaXXEHWO rONOBHOr0 M0O3ra, rmnepTpodnNYecKon
0CTE0apTponaTui Co CKONMO30M M JedhopmaLieil AucTanbHbIX
(hanaHr nanbLes, MHAEKUMOHHbIM U APYrUM OCNOXHEHUAM, a B
NTOre — K apuTMUAM, MPOrpeccMpoBaHMI0 CepevHoN HeocTaToy-
HocTu u cmepTm [3-11] (puc. 1).

Ckonno3
11 onepawLMOHHOro puUckKa
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Hetpynocnoco6HoCTb
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| KayecTBa XU3HM

Hu3kas TonepaHTHOCTb
K (OM3M4ECKOK Harpyske

Xonenutnas

Maunentsl ¢ C3 Tpe6yOT NOCTOAHHOTO BHUMAHWUS MHOrOMPO-
(hunbHON KomaHfbl cneunanuctos [3, 4]. OAHa U3 rNaBHbIX 3a-
[ay — He [ecTabunnampoBaTtb XPYNKyt NaTonornyeckyr gusno-
NOTUI, ONMPAOLLYIOCS HA 6anaHC Nero4yHoro 1 nepudepruyeckoro
COCYAMCTbIX CONPOTUBEHNIA [3, 4, 8].

Moaxodbl K Ne4YeHU0 0cnoxHeHuit C3 B mocnegHue rofbl U3-
meHunuck (taén. 1). OCHOBHbIE UX MONOXEHNS KPaTKO N3M0XEHbI
B POCCUICKMX, EBPA3UNCKNX N eBPOMECKNX peKoMeHZauusax no
JIM v no BMNC y B3pocnbix [12-15]. B HacToswem 0630pe Hecnew-
nduyeckas Tepanus ocnoxHeHnint C3 onucsiBaetcs aetanbHo. [Jo-
Kasate/lbHaa 6asa cneuuduyecknx NeroyvHbIX Ba3oamnatatopos
npu BMNC ¢ C3 paccmoTtpeHa paxee [16].

I'mnokcemus

Mpn TOM 4TO catypauus apTepuanbHOi KPOBM KUCNIOPOLOM
(Sa0,) <85% y nauweHTos ¢ G3 yxyaLwaet nporHos [17], a kpaTko-
CPOYHAs KMCOPOAOTEpanus MoBbILIAET NEePEeHOCUMOCTb (PU3nYe-
CKOI1 Harpy3km [18], nocTosHHaA KUCIOPOLOTEpanus KNNHNYECKOe
TeYeHUe U BbDKWBAEMOCTb He ynyywaeT [19]. OtpuuatensHbie
CTOPOHbI MOCTOSAHHOI KUCNOPOAOTEPANUY — OrpaHnyeHne MobUsb-
HOCTM, CHa M HOCOBbIE KpoBOTe4eHNs [3-5, 8]. CornacHo pencTay-
IOLLUM PEKOMEHZALMAM, MOCTOAHHYIO KUCIOPOA0TEPanuIo creayeT
paccmarpuBarb TOMbKO B CNy4asx, €cii OHA CTOKO MOBbILLAET
Sa0, n yny4waet camouyscraue [13-15].

Moparpa
NucchyHkuma neyexn
> MonvopraHHas HeAoOCTaTO4YHOCTL |
MoveyHas
HEe0CTaTO4YHOCTb
(.>| Cepaeyas HeAoCTaTO4HOCTb |
Tmnonatpuitemus

CvHKOnanbHbie

,.>| Aputmnu
COCTOAHNSA

BHe3anHas cmepTb

JHpoKkapauT |
Ab6cueccbl Mo3ra

_Cunppom
Jil3eHMeHrepa

JleroyHas
rUNepTeH3us

LinaHo3

BIC - HapyweHus
reMouHaMM1Ku

PucyHok 1. CuctemMHble 0CnoXHeHus cuiapoma 3inzeHmenrepa [9]
Figure 1. Systemic complications of Eisenmenger syndrome [9]
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Ta6nuua 1. TepaneBTuyeckas TaKTUKa Npn Hanbonee 4acTbiX OCNOXHEHUAX CMHAPOMa Jit3eHMeHrepa [3, 5, 6]
Table 1. Therapeutic tactics for the most common complications of Eisenmenger syndrome [3, 5, 6]

Ocnoxxenue

9puUTpPOLMTO3
11 CUHEPOM
rMNepBA3KOCTY
KpoBM

[eduunt xenesa
11 OTHOCUTESbHAA
)KEeneso-
necnumuTHas
aHemus

KpoBoTeyeHus

Tpom603bI

/IHbeKLMOHHbIE
OCNOXHEHUS

TepaneBTH4ecKas TaKTMKa
Chaix et al,, 2019 [3]

PyTuHHas BeHecekLms
NpOoTUBONOKa3aHa! BeHecekLmio
MOXHO PacCMOTPETb A5 OTAENbHbIX
MaLMeHTOB C YMEPEHHbIMIA 1IN
BbIPXEHHBIMU KITMHUYECKUMM
CUMMTOMaMI FANEePBIU3KOCTH

1 Ht>65% npw oTcyTCTBIN
06€3BOXMBaHNSA 1 fecuLnTa Xenesa

VICKNt04YUTb OTHOCUTENBHYHO
aHemuto (Hopmbl Hb ons
3[0POBbIX MPUMEHSTH HENb3A!).
[Mpn cpepputiHe <20 Mr/n unn
COYeTaHumn doepputiHa <50 mMr/n
11 HACBILLLEHUS TPAHCKEppPUHA
<20% — npenapartbl XKenesa per
0S 1N B/B, NepennBaHne KpoBK

OueHWTb OTHOLLIEHVE NoNb3a/
PUCK A1 QHTUKOArYNSHTOB.
PYTUHHO aHTMKOArYNAHTBI 1
ACMMPUH He Ha3Hauarb.

[1pn KpoBOXapKaHbe: 0TMEHa
aHTUKoarynsHToB 1 HIBC,
KOLLEVH, aHTUOUOTIKM, UCKITO4UTL
Ty6epKynes 1 apyrue UHAeKLum,
B TSKENOM C/y4ae — aHTUa0Thl
AHTWKOAryNsHTOB, TDOMOOLNTB,
nnasma, KOPPeKLs r1noBoseMum
1 aHemuu, KT ¢ KOHTpacToM U
CeJeKT1BHaA aHruorpacus ans
BbISIBNEHNS UCTO4HIKA, IMOONM3aLuns
KonnarepaibHbIX apTepui.
BpoHxockonus nNpoT1BONoKasaHa
(marHoCT4ECKOI LIEHHOCTH

He VMeeT, cama MOXeT
MPOBOLMPOBATL KPOBOTE4EHNA)

AHTUKOArynAHTHI (Npenapar
Bbl6opa — BaphapuH, MHO 2-2,5).
PaccmoTpeTb nokasanus K
UMNNAHTaLMK KaBa-urbTpa

[podounakTika aHgoKapauTa:
KOHTPOJTb 30p0BbA 3y00B,
AHTUONOTIKM Nepes NOCeLLeHUEM
CTOMATOJI0ra, 3y6HbIe LLETKN C
MSArKOW LLETUHOWN, NPOTMBOMNOKA3aHb!
TaTyMPOBKM W NMUPCUHT, TUreHa
HOITen, UMMYHU3aLNS NPOTUB
rpuUnmna n NHeBMOKOKKA.

B cnyyae nHdekumumn —
He3amMeAnTeNbHOE JieYeHue.

Barradas-Pires et al., 2021 [5]

BBy CX0XKeCTU CUMMNTOMOB MCKITHOUMUT
[edomumT xxenesa. AexkBarHas

ruaparaups. [ng oTaenbHbIX NaLMeHTOB C
MOCTOSAHHBIMU KIUHUYECKUMIA CUMITOMAMU
rMNepBA3KOCTM NP OTCYTCTBUM
00€3BOXWBAHMS 11 3HAYUTENBHO
NOBbILLIEHHOM Ht — BEHeceKLus

PerynsaipHbIn CKpUHUHT feduumra
Xenesa (KOHTPOIb TpaHcqeppuHa,
(PeppuUTUH MOXET BbITb He NOKa3aTeseH).
Pacuet «gomkHoro» yposHs Hb.
Mpenapatbl enesa per 0s Ui e/s

PYTUHHO NpochnnakTniecku
AHTUKOAry/ISHTbI He Ha3Ha4aTb (Mpu
OTCYTCTBUU APYTUX NOKA3aHWIA).

Mpw Ht>0,65 onpepensate MHO

C MOMpasKoM Ha LWTpar.

[pun TpOMBOLIMTONEHNM Nepes,
WHBA3MBHbIMY NpoLiesypamu 1
onepaunsimu — nepennsaxme TPOMOOLMTOB.
PaHHee ne4eHmne pecnuparopHbIx
VHODEKLMIA (aHTUOMOTUKM 1
MPOTMBOKALLINEBbIE).

[pu peumanBMpyrOLLEM KPOBOXapKaHbe:
amb0nm13aLns KonnarepasbHbIX apTepuil
NN TOpaKasbHble onepauuu.

Mpw 60MIbLLNX KDOBOTEYEHMSIX:
BU3yann3auuns ¢ KOHTPACTUPOBAHNEM
LV191 BbISIBNIEHUS ICTOYHNKA,
MYyNbTUAUCLANIMHAPHBIA KOHCUANYM,
OTMEHa aHTIKOAry/HTOB, NepeuBaHme
KPOBU 1 (haKTOPOB CBEPTbIBAHUS

lpenoTBpaLLaTh 06e3B0XMBAHNE

(B TOM Y1CTIE B XXapy v Npu
ONUTENbHbIX NepeneTax).

1A36eratb 9CTPOreHcoaepXaLLmx
KOHTpaLenT1BOB.

AHTUKOArynAHTbI NpU: MepLATeNnbHON
apuTMmMK, TPOM603ax in situ,
TPOMBO3IMOOSUAX, MEXAHNHECKIX NPOTE3axX
KrnanaHoB cep/La, TPaHCBEHO3HbIX
9MeKTPOAAX KapAMOCTUMYNSATOPA,
MOryT 6bITb PACCMOTPEHbI NP
KENYO04KOBOI ANCYHKLN

[pw nuxopagike HESACHOrO reHe3a niu
HEBPOJIOMYECKNX CUMMTOMAX —

KT ronoBHOro Mo3ra.

BakuuHauus npoTtus rpunna

11 THEBMOKOKKOKA, paHHee

NeYeHne NHAEKLMIA, paHHee
Ha3HAYeHNe aHTNONOTUKOB

JACC State-of-the-Art Review, 2022 [6]

PyTuHHas BeHecekLus
NPOTWBOMOKA3aHa.

BeHeceKLust MOXET ObITb PacCMOTPEHa
B 3KCMepTHbIX LieHTpax npu Hb>22 r/an,
Ht >65% 1 BbIpOXEHHbBIX KNMUHWUYECKIX
CUMNTOMAX rnepBsi3KoCTy Npi
OTCYTCTBUM 06E3BOXKIUBAHMS U
BbIMOJTHATLCA B HEOOMbLLMX 06bEMAX
(250-500 mn1) ¢ nponopL1OHaNbHbIM
BocnonHeHnem OLIK

CKPUHUHT aedomumTa Xenesa
(NyYLLMIA MapKep — HacblLLgHe
TpaHcdeppuHa <20%). Mpenaparb!
Xenesa per 0s (¢ y4etom Hf co
cTopoHbl XKKT) 1 B/B (Mef1eHHO,
NPOMUNAKTUKA BO3LYLLIHON 3MBONUM)

[pu kpoBOXapkaHbe: KT ¢ KOHTpacTom
LN BbISIBNEHNS MUCTOYHNK, OTMEHA
AHTWNKOAry/SHTOB, NPOHUNAKTIKA 1
neYeHune PecnupaTopHbIX MHEEKLNI
(BKIHOYas NPOTMBOKALLINEBbIE
npenaparbl), CHWXeHNe qON314eCKON
AKTWUBHOCTU, KOPPEKLS rNoBOIEMUN
11 aHEMUW, 3HL0BACKYNISIPHAs
3M601M3aLMs GPOHXUATbHBIX APTEPUIA,
WHranaLmm TpaHeKCamoBO KNCNOTbI

AHTVKOAryNAHTBI NPW: NpeAcepaHbIX
apUTMKAX, TPOMO03aX 1 IMO0NUAX
NEeroYHbIX apTepuii (mpenaparbl
BbI6OPA — @HTArOHUCTHI BUTamMuHa K)

lMpumeqanne/Note: B/B — BHYTPUBEHHO (i/v — intravenous), XKT — xenyno4Ho-kuiue4Hbiii TpakT (Gl tract — gastrointestinal tract), KT —
KomnbloTepHas Tomorpagus (CT — computed tomography), MHO — mexayHapoaHoe Hopmanu3osaHHoe oTHowenne (INR — interna-
tional normalized ratio), MPT — maruuTHO-pe3oHaHcHas Tomorpagus (MRI — magnetic resonance imaging), HIIBC — HecTepouzHbie
npotusoBocnutenbHbie cpegetea (NSAIDs — non-steroidal anti-inflammatory drugs), HA — HexenatenbHoe siBneHne (AE — adverse
event), OLK — o6vem unpkynpytoLues kposu (BV — blood volume), per 0s — nepopansHo (per 0s — orally), Hb — remorno6un (Hb — hemo-
globin), Ht — remarokput (Ht — hematocrit)
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BTopuyHblii 3puTpOLNTO3

BTOpPWYHbIN 3pUTPOLIMTO3 (MOBBILLEHME Y1CNA IPUTPOLUTOB, FEMO-
rno6uHa [Hb] u rematokputa [Ht]) — ananTuBHas peakuums B OTBET Ha
XPOHUYECKYHO TMMOKCEMUIO 1 OfMH U3 MEXaHU3MOB YNy4LLEHUs [0-
CTaBKI KCNOPO/A OpraHam U TKaHaM (Npou3BeJeHne KUCIIopoOAHON
eMKOCT KPOBMW, ee caTypauun u cepAedHoro Bbibpoca) [4, 5, 7, 10].
Mpw oTCYTCTBUN feduunTa Xenesa umeeTcs obpatHas 3aBUCMOCTb
Mexay Sa0, n Konu4ecTsom apuTpoLuTos [8, 20].

O6partHas 1 TeOpeTUYeCcKM oTpuuaTenbHas CTOPOHA 3PUTPOLMTO-
32 — MOBbILLEHNE BA3KOCTI KPOBY C YXY/LLIEHNEM €€ PEe0sIorMyecKmx
CBOICTB 1 MUKPOLMPKYNALMU. B 3TOM OTHOLLEHUM MHOr0E, O[IHAKO,
0CTaeTCA HEeACHbIM. BA3KOCTL KPOBW 3aBUCUT OT Macchbl U Mopdo-
noruy 3pUTPOLMTOB, arperauun KNeTtoK KpoBW, BASKOCTW NNasMbl,
TemnepaTypbl U HaNPsHXKeHUs CABMra U OTINYAETCA B Pa3HbIX TUNAx
KPOBEHOCHbIX COCYI0B, YTO YCNOXHSET NOHNMAHWE ee BINAHUSA Ha
KPOBOTOK [7, 21, 22]. BTOpUYHbIi 3pUTPOLMTO3 YBENNYMBAET HANps-
)KEHWSs CABUIa U MeHsieT 6anaHc Ba30AMaTalmm n Ba30KOHCTPUKLMM
[8]. Mpu nosbiweHnn Ht >65% BASKOCTb 3KCMOHEHLMAIbHO pacTeT.
3mepsiemas in vitro BA3KOCTb KoppenupyeT ¢ Ht, HO He ¢ nepeHo-
CUMOCTbHO (OM3NYECKON Harpy3Ku: nauueHTbl ¢ 60nee BbICOKUM Ht
nydyLLe NePeHOCAT pusmnyeckne Harpysku [21].

banaHc mexzay KMCIopOAHON eMKOCTbIO U BA3KOCTBIO KPOBU MpU
C3 6e3ycnoBHO Heobxoaum [5-8, 10, 21-24]. AnekBaTHOM peakLmer

Ha FMMNOKCEMUKD CYNTAETCS TaK Ha3blBaeMblil KOMMNEHCUPOBAHHBIV
BTOPUYHBIA 3PUTPOLUTO3, KOra, HECMOTPSA HA BO3POCLUMIA (MHOTAA
>70%) Ht, KNTMHUYECKIe CUMNTOMbI NOBbILLEHHON BA3KOCTH (rON0B-
Has 60/b, TOMOBOKPYXEHWE, YTOMNSEMOCTb, 3aTOPMOXEHHOCTb,
CHVKEHWE BHUMaHUS, NapecTe3nmn, paccTpoiicTBa 3peHUs, LWyM B
ylax, MblleyHas cnabocTtb, MUANTUN, CUHAPOM BECMOKONHbIX HOT
W Op.) OTCYTCTBYHOT UMW BbIPAXEHbI cnabo [7, 8, 22-24] (puc. 2).
py [eKOMMEHCUPOBAHHOM BTOPUYHOM 3PUTPOLUTO3E UMEHOTCS
YMEPEHHbIE 1 3HAYUTESbHbIE CUMMTOMbI TUNEPBA3KOCTM [22-24].

[ns UMaHOTMYHbIX 60bHBIX NPELI0XKEeHbI (hOPMYIIbl «ONTUMAab-
Horo» pac4eTHoro Hb B 3aBucumocT 0T cpeaHeit Sa0, B NoKoe:

« PacyetHblit Hb (r/an) = 57,5 — (0,444 x Sa0,,%) [25] u
« PacyetHbiit Hb (r/an) = 40,13 — (0,24 < Sa0,,%) [20]

KnuHnyeckne cumnTombl runepBsazkocT npu G3 BCTpeyaroT-
ca pedko [4, 5, 10]. AHaXpOHUYHON NPAKTUKW BEHECEKLWIA, npu-
BOASALLNX K CHUKEHWO KUCNOPOATPAHCMOPTHON (DYHKLMM KPOBM,
Jeduunty Xenesa n MOBLILLEHUIO pUcKa LiepebpoBacKyNsapHbIX
OCNOXHeHWiA, cnefyet usberats [3-9, 12-15, 21]. B 2021 roay
Barradas-Pires et al. [5] obpatunu BHUMaHWe Ha TO, YTO MHOrUe
CUMMNTOMbI JedouLunTa Xenesa u runepeaskoCcTi KPOBM CXOXN W,
BMOJIHE BEPOATHO, PaHee NPUNUCLIBAEMbIE TUMEPBA3KOCTY CUMMTO-
Mbl Ha CaMOM [ief1e MOryT 6bITb 06YC/IOBEHbI HEA0CTATOYHON [10-
CTaBKOW K TKAHSIM KUCIIOPOAA U3-32 HeafekBaTHoro npupocra Hb.

OcnoXHeHus CTeneHb BbIPaXEHHOCTH
Het Nerkas YmepeHHas | BbipaxeHHas
0 1 2 3
CUMNTOMbBI rMNepBsA3KOCTH KPOBM (3pUTPOLUTO3a)

[0noBHas 605b

[010BOKpPYXEHWE

3aTOPMOXEHHOCTb, CHUKEHIE BHUMAHWS, PAa3APaXXMTENBHOCTD,
OLLYLLIeHNEe OTCTPAHEHHOCTKN

PaccTponcTBa 3peHns (3aTyMaHMBaHKe, IBOEHIE, CKOTOMA)

MapecTesni nanbLes pyK, HOr Unu ry6

Llym B ywax

YTOMNSEMOCTb, BANOCTb

Mwuanrus, mbllleyHas ¢nabocTb, aHOPEKCUs

CuHAPOM 66CMOKONHBIX HOT

KpoBoTtey

EHuA

[emopparnyeckunii guares (Jie4eHne He TpedyeTcs)

KpoBONOATEKM, CUHAKN HA KOXE

KpoBOTEYEHMS N3 [IECEH

KpoBoxapkaHbe

HoCOBbIE KDOBOTEHEHUS

MeHopparus (anuTenbHOCTbI0 60s1ee 7 AHEN)

bosibLUNe KPOBOTEYEHNS

J1ero4Hble KpOBOTEYEHMUA

TpaBMaTn4eckoe KpOBOTEYEHME (HECYACTHbIN CyYan, onepaums)

[pyrue

Nwemuyeckue

c00bITHA

WNHCYNbT/TPaH3UTOPHBIE HAPYLLIEHUSA MO3TOBOT0 KPOBOGPALLEHMS

[pyrue

Jleyenue

Het [a (onucaume)

OnedoToMUm

AHTVKOAryNsHTHI

[lesarperantbl

KoppeKuus aeduumuta x)enesa unn 4pyroe e4eHne aHemun

[TpMBKBKN

Pucynok 2. Kapta yueta 0CnoXHeHHii LHaHOTUYHbIX BPOXAEHHLIX NOPO

KoB cepaua (mogudpmumposano no Oechslin et al. [24])

Figure 2.Card for recording complications of cyanotic congenital heart disease (modified according to Oechslin et al. [24])
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Y NauUneHTOB ¢ KMMHNYECKNMU CUMITOMAMU TUNepBA3KOCTY npe-
XJe BCEro CrieflyeT UCKIKYUTL (& NPW HAMYUN — YCTPaHNTB) 006-
3BoxmBanue [3-9, 12-15]. Benecekuus MOXeT paccmaTpuBarbCs
TO/bKO NPy 3Ha41TeNbHOM noBbiweHun Hb (>22 r/an), Ht (>65%) u
BbIPAXKEHHbIX CUMNTOMAX rMNePBA3KOCTI NPW OTCYTCTBUM 06€3BO-
XuBanus [3-9, 13]. BbINoNHATb 3KCHY3NKO CNeayeT B He60NbLIMX
o6bemax (250-500 mn) ¢ nponopunoHanbHbIM BOCMONHEHEM 00b-
emMa LIMPKYNuUpYLoLLei KpoBK U NpodMNakTuKoii amoonuii [5, 13].

Neduumt xenesa

[edhunumT xenesa HabNtoaaeTCs NPUMEPHO Y TPeTU naumeHTos ¢ GI
[6]. OedomumT xenesa He TONbKO NPeNsTCTBYET «PacyeTHOMY» MOBbI-
LWeHno Hb, HO 1 OTpULATENbHO BANSET HA GUOXUMUYECKME MPOLIECCHI
(Hanpumep, unkn Kpe6ca) u yxyawaet nportos [20, 26]. MpuynHamm
neuunta xenesa MOXeT ObITb COYETAHWE BbICOKOI NOTPEOHOCTH,
CHVKEHHOI a6Cop6LN B KMLLEYHUKE 1 KPOBOMOTEPW (1€roYHble, ru-
HEKOJTOTMYECKNE, XKENY[O4HO-KMLIEYHbIE 1 [PYre KPOBOTEYEHNS),
a TaKxe BeHecekuun [4-7, 21]. [na ouarHoctukn geduumura xenesa

CcnefyeT KOHTPONMPOBATL YPOBHU (DEpPUTUHA 1 TpaHceppuHa [3-9,
12-14].

MepopanbHoe 11 BHYTPUBEHHOE BOCMOSTHEHME XXeNe3a Yy nawuneHToB
¢ G3 ynyywaer nepeHOCUMOCTb (OM3NYECKOI HArpy3Ki U Ka4yecTBO
Xu3HN [4, 5,12, 14, 27]. CornacHo AeiCcTBYIOLWMM PEKOMEHALMSM,
Koppekums aednunta xxenesa 0653atefibHO JOSKHA BXOAUTb B KOM-
nnekc Tepanum JI [12-15], gaxe npu oTcyTcTBUM aHemun [12, 14].
Hepocrtatkamu nepopanbHbIX Npenapatos MOryT 6biTb NOTPEOHOCTL
B [IUTENbHON Tepanun Ans AOCTUXEHUS 3dhdheKTa 1 Hexenaresib-
Hble ABMEHNS CO CTOPOHbI XXENyA04HO-KIULLEYHOr0 TPaKTa, NP BHY-
TPUBEHHOM BBe[ieHUN He06Xxo4UmMa npounakTka ameonun [28].

KposoTeuyeHus n TpomM603bl

Y UMaHOTUYHbIX 6ONbHBIX HAPYLIEH BECh KAacKaf CBEPTbIBAHMSA
KpoBu [3-9, 22-24]. BnusHue Ha Koarynauuio 0KasblBaeT BbICOKNI
Ht, Tpom6oumMTONEHNA 1 TpOMOOACTeHUS. 113-3a Hea(D(DEKTUBHOIO
TpomM60M033a PyHKUNUA N BPEMS BbDKUBAHUS TPOMOOLMTOB CHU-
XKEHO, UX KONMUYECTBO TAKXKE CHVKEHO WIN HA HUKHEN rpaHuLe

PucyHok 3. MannuatuBHble 3HAOBACKYNAPHbIE BMELLATENbCTBA NPU OCNOXHEHUAX CUHAPOMA Ji3eHmenrepa. A, b. Imbonusauus aopro-
NEroYHbIX KonnaTepanbHbiX apTepuii (KpacHbie cTPenku) y nauuenta ¢ C3 u kpoBoxapkahbem [31]. B, I. CTeHTMpOBaHue cTBONA JIEBOW
KOPOHAPHOW apTepuu Npu ero IKCTpaBa3anbHOM KOMNPECCUU AUNATUPOBAHHBIM NEroYHbIM cTBONOM [44]

Figure 3. Palliative endovascular interventions for complications of Eisenmenger syndrome. A, b. Embolization of aortopulmonary collateral
arteries (red arrows) in a patient with ES and hemoptysis [31]. B, I'. Stenting of the trunk of the left coronary artery with its extravasal

compression by a dilated pulmonary trunk [44]
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HOpMbI [5, 6, 29]. Mpn 3TOM NMeeTcs npamas Koppensuus mexay
Sa0, u Yucnom TpOMGOLNTOB 1 06paTHasi — Mexay Ht u 4ucnom
Tpom6ounTOB [5]. HapywweHo cofepxaxue ButaMuH K-3aBucumbix
(hakTopoB ceepTbiBaHua (dhaktop II, VII, IX n X) n chakropa V,
KpynHemwux mMynbtumepoB dpaktopa ®oH BunnebpaHpa, noBbl-
LweHa MOPUHONUTMYECKAA aKTUBHOCTL [5, 29]. Mo yKasaHHbIM
npuymHam y 60nbHbIX ¢ C3, Kak HW napagokcanbHO, BO3pacTaeT
PUCK 1 KPOBOTEYEHUHA, n Tpom60308 [3-10].

MOBbILLIEH PUCK CNIOHTAHHbIX KDOBOTEYEHNIA. HaLLle OHW OTHOCUTEb-
HO flerkume (13 4eCeH, HOCOBbIE, MEHOpparus) U KynupytoTcst CamocTo-
ATenbHO [6, 30]. OnacHbIMK AN XKU3HU MOTYT ObITh LiepedpasibHbIe,
XKENy[04YHO-KULLIEYHbIE U NeroYHble (MposABNAKLLNECS KPOBOXapKa-
HbEM) KpoBOTeueHus [5, 6, 30]. Hanbonee yactas npu4nHa KpoBOXap-
KaHbs — Pa3pbIB Pa3BMBAIOLLMXCSA B OTBET Ha 06/IUTEPALMIO NIErO4HOr0
KPOBOTOKA NATONMOMMYECKUX KOMnarepanbHbIX apTepuit n3 60MbLL0ro
Kpyra kpooo6paluenus [4, 6, 10, 30, 31] (puc. 3A).

lpodmnakTuka 1 Ne4eHne KpPOBOXapKaHbs BKIKOYAET KOHTPOMb
PECNMPATOPHbIX MHKDEKLIMIA, MOAABNEHINE KALLMS, CHUDKEHUE (DU3nye-
CKOIl aKTWBHOCTY, KOPPEKLMIO runoBonemMun u aHemun [4-6, 8, 30].
ddpchekTnBHa TpaHekcamoBas kucnota [30]. TMpn maccuBHOM Kpo-
BOTEYEHUN TPeOyeTCs OTMEHA aHTUKOArymnsHTOB, NepennBaHue apu-
TPO-, TPOMGOMACChI M APYrUX (PAKTOPOB CBEPTHIBAHUA B COHETAHUM C
MECTHbIM UHTEPBEHLIMOHHBIM UMU XUPYPrUYECKIM NeveHnem [4-6, 8,
30]. CnenyeT paccmMOTPeTb 3HA0BACKYNIAPHYIO 3MO0IU3aLN0 Konna-
TepasbHbIX apTepun (puc. 3A), B TAXENbIX Cry4asx — NOMbITKY N3009-
LN MCTOYHMKA MyTeM 3HLOCKOMUYECKO aM60113aumm 6poHxa, 0a-
HOMEro4YHOI UCKYCCTBEHHOI BEHTUNALMM NErKUX U Jaxe NI063KTOMUM
[4-6, 8, 30]. Mpm 3TOM C Lie/bi0 BbIABIIEHWS UCTO4HIKA KPOBOTEYEHUS
OPOHXOCKONUS He BCerga MHOPMATUBHA U COMPSHKEHA C PUCKOM
NPOoLeLlyPHbIX 0CNOXHEHWI [4, 8]. C BbICOKON BEPOSTHOCTbIO AWArHO-
CTMPOBATb UCTO4HNK KPOBOTEYeHNs no3sonset KT-arnorpadus [30].

Tpom603am MOTyT CrOCO6CTBOBATL HE TONIbKO HAPYLLIEHWUA KO-
arynaumn, HO U 3aMefjfieHne KPOBOTOKA U 3aCTOW KPOBU B Auna-
TUPOBAHHBIX COCYAaX M MOMOCTAX CEpALa, Hann4ne MHOPOSHOro
TPOMOGOreHHOro Martepuana (3/1eKTpoAbl  KapAauocTuMynaTopa
n ap.) n aputmun [7]. TnactuH4artele NPUCTEHOYHbIE TPOMObI B
aHeBpu3maruyecku paclunpenHblx J1A auarHoctupytotes y 20-
31% 6onbHbix ¢ GI [6, 22, 32]. Tpom6O3bI in Situ MOTYT BECTH
K BHYTPUIIErO4HbIM apTepro-apTepuasnbHbIM aM60amMam ¢ nHdap-
KTaMu Nerkux u KpoBoxapkaHoem [7, 8, 30].

AHTMKOArynsiHTbI U fe3arperanTbl y 60MbHbIX ¢ G MOryT yeyry-
OUTb HAPYLLEHIS FreMOCTa3a, YBENMYINT YaCTOTY U TAXKECTb KPOBOTE-
4eHui [3-5]. AprymeHTOB B N0Mb3Y NPONNAKTUYECKOr0 Ha3Ha4eHus
AHTUKOArynsaHOTOB HeT [3-9]. HemMHOro4ucrieHHble peTpocnexTus-
Hble UCCNeLOBaHMSA He BbIABUNMN YY4LUEHUS BbDKMBAEMOCTH 60Sb-
HbIX ¢ C3 Ha hOHE aHTUKOArynsHTHO MW fe3arperaHTHoON Tepanuu
[33, 34]. [encTsytoLime HOPMATUBHBIE JOKYMEHTbI PEKOMEHLYIOT He
Ha3Ha4aTb aHTUKOAryNAHTbI PYTUHHO UMK C NPOCOUNAKTUYECKON Lie-
b0, HO NPUMEHATL WX MPU HANMYUM CELMEUYECKMX NOKA3aHWA —
ubpunnauun Npeacepanii, TooM603ax PasNUYHONA NOKAIU3ALMK,
MeXaHWU4eCKNUX NpoTes3ax KnanaHoB cepaua 1 COCYAUCTbIX NpoTesax,
TPaHCBEHO3HbIX 3/1EKTPOAAX KapAMOCTUMYNATOPA W TSXKENON Helo-
CTaTO4HOCTN KpoBOOGpaLLeHus [12-14].

KOHTpOnMpyembIX MCCRefoBaHUA, CpaBHUBAOLLMX 3(EKTUB-
HOCTb M 6€30MACHOCTb Pa3NNYHbIX AHTUKOArynaHToB npu C3 HeT.
MpenapaTom Bbl6opa 0CTaeTcs BapdapuH C HEBbICOKUM (2-2,5)
LiefIeBbIM [1ana3oHoM MeXAyHapOAHOro HOpPMaNi30BaHHOM0 OT-
HoweHuns (MHO) u3-3a pucka kpoBoTeyeHuin [3, 4, 8, 12-14]. Mpu
onpegeneHun MHO BcneacTBue noBbIeHHOrO Ht o6s3aTenbHa
KOPPEeKTMpOBKa A03bl uuTpata B npobupke [8, 13]. [dauHbix 0 npu-
MEHEHNN HOBbIX MepopanbHbIX aHTUKOATYNIAHTOB HELOCTATO4HO [3,
6,12, 14].
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Tpom603bl 1 KPOBOTEYEHUS Y NALMEHTOB ¢ C3 MOryT BbI3blBATh
HapyLLeHNa MO3roBoro kposoo6patleHns [3-8, 22, 32]. K Hacto-
fiLLleMy BPEMEHM N0Ka3aHO, 4T0 (hakTopamm pucka LepedpanbHbIX
COCYINCTBIX OCNOXHEHUI CNYXAT BbIPAXEHHOCTb TMMNOKCEMUN 1
AedouunT Xernesa, Ho He BTOPUYHbIA apuTpounTos [32, 35].

MoyeyHan AUCCHYHKLUSA, TUNEPYPUKEMHUS,

XeN4yHoKameHHas 60nesHb

MoyeyHas aucdyHKums (rnomepyrno- u tyéynonarus) npu C3 va-
cTa 1 00yCNOBNEHA XPOHWYECKON runokcemueid, runonepdysuen
MnoYeK 13-3a HU3KOro CepaevHoro BbIGPOCA 1 rUnepBsasKoCTH KPo-
B, peakLunen Ha (hakTopbl PocTa B CUCTEMHOM KPOBOTOKE U MPo-
SIBNAETCA CHUKEHIEM CKOPOCTM KITy604KOBOI dounbTpauum [4, 36].
Yeyry6nsatb NoYeYHy AUCHYHKLUIO MOXET Ype3MepHOoe npume-
HEHUe QUYypPeTNKOB M KOHTpacTa Nnpu Katetepuaauun cepaua [36].
[mnepypukeMns BO3HMKAET M3-3a CHYKEHUS NMOYEYHOrO KIMpeHca
HapALy C YBEeNU4eHnem BbIpaboTKN MOYEBOIA KNCNOTbI [5, 37].

Y naumeHToB ¢ C3 HE0OX0AUM perynsipHbli KOHTPOSb (DYHK-
LMKM TNOYEK W MEeYEeHUN, UCKITI0YEHNE NIEKAPCTBEHHbIX Npenaparos
C TOKCMYECKUM [eiCTBUEM, KOHCYNbTaLWK CneunanncTos, naro-
FEHETUYECKOE 1 CUMNTOMATINYECKOE NIeYeHNe, a NPN BbIPAKEHHO
MOYeYHON HEA0CTAaTOMHOCTU — KOPPEKUMs [03 NeKapCTBEHHbIX
npenaparos [3-8].

JKenyHokameHHas 6051e3Hb npu C3 BCTpeyaeTes ¢ 60/bLUEl YeM B
06LLeN NonynAaunKM 4acTOTOM WU3-3a YCUIIEHHOTO MeTabonn3Ma rema
11 NOBBILLIEHHON KOHLIEHTPALSt HEKOHBIOTMPOBAHHOMO GUAMpY6IHa
B XXenyu (C popMupoBaHMeM KaMHen 13 GunmpybuHata KanbLus).
PassuTie xoneyuncTuTa, He06X0AMMOCTL B XMPYPri4eCcKoM BMeLLa-
Te/IbCTBE W aHECTe3MU COMPOBOX/AETCA BbICOKUM PUCKOM [4, 5, 8].

AputmMun

Aputmuu (cpubpunnaums npeLcepanit, npefcepaHble U Keny-
[0YKOBbIE Taxukapanuu, cnaboctb CUHYCOBOrO y3na, aTpuoBeTpu-
KYPHble 610Kafbl U ip.) LEKOMNEHCUPYIOT XPYNKYI0 reMOoUHaMUKY
naumenToB ¢ C3 1 4acTo NPMBOAAT K KIMHUYECKOMY YXYALLIEHNHO
[4, 6, 11]. HesamennuTeNbHOe BOCCTAHOBJIEHUE U NOALepXKaHue
CWHYCOBOr0 pUTMA SBNIAETCA NepBOCTENeHHOM 3apaden [6]. Oc-
HOBHOW NEYeHNs apuTMUA CNYyXUT MeAMKAMEHTO3Haa Tepanus,
npu HeoO6XOLUMOCTI UCMOMNb3YIOTCA KaTeTepHble abnsuum n nm-
nnaHTUpyemble YCTponcTea [3, 4, 6, 11]. OaHAKO aHTUKOAryNsTHbI,
MHTEPBEHLIMOHHbIE NPOLeyPbl C aHECTE3NEN U 3NeKTPObl Kapau-
OCTUMSANATOPA B NPaBbIX MOMOCTAX Cephua camu no cebe MoBbl-
watoT puck TeyeHns G3 [6, 8]. B ka4ecTBe anbTepHATUBHLI MOYT
CNOMb30BATLCA 3NUKAPAMANbHBIE U 6E33/1EKTPOAHbIE CUCTEMbI
KapamocTumynsaummn [4, 6, 38]. MpenapaTbl, CHKatOLMe nepude-
pUYeckoe COCyaNCTOe CONPOTUBIEHNE, CNefyeT Ha3HayaTb C 0CTO-
POXHOCTbIO [3].

MpothunakTuka MHEKLMOHHBIX OCNIOXHEHUA

Mpu C3 noBbILLEH PUCK WHPEKLMOHHOIO SHLOKApPAUTA C CEenTu-
4eckoi ambonn3aumen 601bLIOr0 Kpyra KpoBOOGPALLEHUS, B TOM
yucre abeueccos rofioBHOro mosra [4, 95, 8]. Opyrum Taxesbim
OCNOXHEHUEM ABJIAETCA MHEBMOHNS.

CornacHo JercTBYIOLLMM PEKOMeHAALMAM, BCEM MauueHTam ¢
C9 nokasaHa BakLMHaLmMs OT rpunna, NHeBMOKOKKOBOW 1 KOPOHa-
BUPYCHOW UHGeKumn [12-14]; Takxe nokasaHa aHTUOMOTUKOMPO-
(bunakTika npu CTOMATONOrM4eCKMX NpoLeLypax BbICOKOro pucka
(MaHUNYNALMAX HA JecHaX, CIN3MCTON 0601104Ke U Nepuanmkanb-
HOI1 o6nacTu 3y6oB) [4, 39].

Mpothunaktuka ambonui
MapagokcanbHble am6onuu y nauueHToB ¢ C3 MOryT Bbi3blBaTh
HapyLLeHNs MO3roBOr0 M OpraHHoOro Kposoo6palieHus [8]. Mpu
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BEHO3HOM [0CTyne Tpebyercs TiatenbHas npodunakTmka ameo-
NN, B TOM YUCJIe UCMOMb30BaHNe (PUITLTPOB U AONOSTHUTENIbHOE
o6y4eHue nepcoHana [3, 4, 8, 12, 13].

bepemeHHOCTb

bepemeHHocTb Npu C3 NpoTUBONOKa3aHa BBMY BbICOKOTO Pu-
CKa TAXKeSIbIX 0CII0XHEHUA 1 cMepTy matepu 1 nnoga [3-8, 12-15,
40, 41]. MpuBoAa K N3N0NOTNYECKOMY CHUKEHUIO Nepudepnye-
CKOro COCYAMCTOr0 CONpPOTMBIEHUs, 6EPEMEHHOCTb Y NaLNEHTOK
¢ GO BbI3bIBAET HapacTaHue BeHoapTepuanbHoro cbpoca 1 runok-
cemnu, ycyrybnsieT remaTtonornieckne paccTpomcTea 1 noBbILaeT
pucK napagokcanbHbix améonuin [6, 8, 40, 41]. Mpwn atom puck
MaTepuHCKoi cmepTHocTy poxoamt 10 30-50%, a nepuHaTanbHOM
noTepn uiu Tskenoii natonorun nnoga — go 30% [40]. dakropa-
MU pucka Ans matepu cnyxar Ht>60%, Sa0,<80% n Hann4ne cuH-
kone. Mpn Sa0,<85% YypoBeHb XMBOPOXKAEHNUS COCTaBNAET OKONO
12% n3-3a 3afepXxkn pocta Nnoaa v HeLOHOLWeHHOCTH [41].

2KeHuwmH ¢ C3 cnenyeT noapo6HO MHPOPMIUPOBATh O PUCKE Bepe-
MEHHOCTW 1 BO3MOXHbIX METOZax KOHTpaLenwuuu (3cTporeHcoaep-
Xallye npenaparbl NpoTUBOMNOKa3aHbl) [3-8, 12-15]. MauneHTky ¢
C93, NPUHSABLUYIO pelleHne COXPaHUTb BOSHUKLLYIO 6EPEMEHHOCTb,
cneayet BECTU MyNbTUAUCLMUNIMHAPHBIM KOHCUANYMOM.

lMoka3aHus 1 orpaHuyeHns ana Xupypruyeckoro

¥ UHTEPBEHLWUOHHOM0 NeYeHuns

CsoespemeHHas koppekuus BINC npodunaktupyet C3. Mpu pas-
BuBLLEMCS e C3 3aKpbITie [eheKTOB NeperopooK NpOTMBOMNOKA-
3aHo [3-9, 12-15]. YcTpaHeHue «pasrpy304HOro KnanaHa», LieHom
TUNOKCEMUM CHIDKAIOLLEr0 MOCTHArpPY3Ky NpaBoro W yBeNv4vuBa-
IOLLEro npefHarpy3ky neBoro enynovka (M 06ecrneymBatoLLero
MEHbLLYH HeJ0CTaTO4HOCTb KPOBOOGPALLEHUS 1 BONbLUINIA Cepaey-
HbI BLIGPOC) CNOCOBHO 3HAYUTENIbHO YXYALLNTb NPOrHo3 [3, 4, 6].

ImeroTcs 0TeNbHbIE COOBLLEHNS O CYXUBAHWN NIErO4YHON apTe-
pUI B HALEXE HA CHUXEHUE NEro4Horo COCyAMcToro ConpoTuB-
NeHNs 1 JanbHeiwyto onepabensHocTs [42]. OgHako npeacTasns-
€TCH, YTO CYXKMBAHWE MOXET BbIMOMHATLCA NULLUb AETAM PaHHEro
Bo3pacTa (go 1-2 net), B reHese JIero4HON COCyAnUCTON 6ONE3HU
KOTOPbIX NMPe06iafaeT TAXenNbIn cnasm COCYL0B. Y BO3PACTHbIX Xe
NaLWeHTOB CO CKIepoTn4eckoit J1I aTa TakTUKa BeCbMa COMHUTENb-
Ha, NOCKOJbKY 32 CYET ATPOTEHHOr0 JIer04HOro CTeH03a yCunuBsaet
11 6€3 TOro BbICOKYH NMOCTHArpy3Ky NpaBoro xenynoyka [43].

YCTpaHUTb KpOBOXapKaHbe Yy naumeHToB ¢ GO no3BoONseT 3H-
[0BACKyNApHas 3mO60m3auns natosioru4eckux KonnarepanbHblX
apTepunit 13 60bLLOrO Kpyra kposoo6patleHus [3-8, 13, 30, 31]
(puc. 3A). lMpun KNUHMKE NLeMU MUOKapLa, 06YCNOBMNEHHON 3KC-
TpaBa3anbHON KOMNPECCHEN NeBO KOPOHAPHON apTepun gunartu-
POBAHHbLIM NEr04HbLIM CTBOJIOM, C YCMEXOM NPUMEHAETCH €€ CTEH-
TuposaHue [13, 44] (puc. 3b).

Y NauneHToB C TPaHCMO3MLUMeil MarucTpanbHbIX apTepuin, ae-
(PEKTOM MEXOKEeNyLOYKOBOW Meperopofku U Heob6paTMMon ne-
FOYHON COCYLMCTOM 6ONE3HbI0 HAKOMMEH OMbIT onepauun nan-
NNATUBHOTO NPeSCepAHOro W apTepuasbHOro nepeknyeHus (¢
COXPaHEeHMEeM MeXOKeNyLo4K0BOro fedekra B Ka4ecTBe «pasrpy-
304HOrO0 KranaHa»), No3BoNAtoLLNX 061eryuTb TAXKENYI0 rUnoKce-
muio [13, 45]. VimeeTcsa coobLLeHne 0 naninaTuBHoM (6e3 3aKpbl-
TS MEXOKeNYL04KOBOro fedekra) npoTe3npoBaHu CUCTEMHOIO
aTPUOBEHTPUKYNAPHOIO Knanaxa npu cnoxdom BIC ¢ C3 [46].

ELMHCTBEHHO BO3MOXHbIE PaanKanbHbie MeTOAbI neveHns C3 —
ABYCTOPOHHAS TPAHCMNAHTALMA NErknx ¢ koppekunii BMNC n Tpanc-
nnaHTauns cepe4Ho-Nero4yHoro Komnnekca. Beugy He60ombLLOro
4uCcna BbINOSHAOLLMX TPAHCMMAHTALMIO YYPEeXEHNiA, HeJocTaTka
LOHOPCKUX OpraHoB, TEXHUYECKOW CII0XKHOCTW TpaHCiaHTaumm
npu BIC, nonmopraHHbIx HapyLWeHWid y NauneHToB, a Takxe OT-

CYTCTBUS HYETKUX NOKA3aHWi (BbDKUBAEMOCTb MPW €CTECTBEHHOM
TeyeHun C3 MOXET NMpPeBOCXOAUTb BbDKUBAEMOCTb MOCJE TPaHC-
nyiaHTaunum) 3T BMeLLaTebCTBa B LIESIOM NPOBOASATCA PeaKo [3-6,
8]. B MexayHapoLHOM MHOrOLEHTPOBOM mccnefoBaHuM Kempny
at al., 2017 [47], 1098 naumeHToB ¢ C3 HabMOAaNNCL B TEYEHME
meanaHHoro nepuoga 3,1 roaa, 25% ymepnu, u TonbKO B 6 Crnyya-
fX 6blna NPoBeeHa TPaHCNNaHTaLKs.

B 10 e Bpems no gaHHbiM Hjortshej et al., 2020 [48], cpeamn 714
nauueHTos ¢ C3, HabntofasLLmxcs B CKaHANHABCKOM pernoHe ¢ 1985
no 2012 rog, TpaHcnnadTaumio nepeHecnu 63 (9%): 57 nauneHTos —
TPAHCNNAHTAUMI0 KOMMNeKca CcepAaue-nerkne M 6 nauueHToB —
[BYCTOPOHHIOK TpaHCMaHTauuio nerkux ¢ koppekumen BI1C. To-
cnuTanbHas netanbHocTb coctasuna 11%, a 1, 5, 10 n 15-netHas
BbIX1BaeMoCTb — 84,1%, 69,7%, 55,8% u 40,6% COOTBETCTBEHHO;
pasHuLbl BbDKUBAEMOCTI MOCNE TPAHCMNAHTALMN NErkux 1 cepaeu-
HO-NEroYyHOro Komnmekca He 6b110. GornacHo AaHHbIM HaLUoHaNb-
Horo peructpa CLUA [49], ¢ 1987 no 2018 rog TpaHcnnaHTaumm noj-
Bepranck 442 B3pocnbix ¢ G3: 316 — TpaHcnnaHTauum Komnekca
cepaue-nerkue u 126 — ABYCTOPOHHEN TpaHCMnaHTauuu nerkux ¢
Koppekumeii BMC; 1, 5 1 10-neTHAS BbDKUBAEMOCTb MOCNE [BYCTO-
POHHeII TPaHCMaHTaLun nerkux coctasuna 63,1%, 38,5% n 30,2%,
nocre TPaHCNIaHTaUmum KoMnnekca cepaue-nerkue — 68,0%, 47,3%
1 30,5% cooTBeTCTBEHHO (p=0,6).

VImetoTcs oThenbHble cO06LLEHMS 06 UMMNaHTALMUU NaumeHTam
¢ G3 yCcTpoicTB MexaHN4YecKon NoaaepXKn cepaua u nerkux B Ka-
YECTBE «MOCTa» K TpaHcnnautaumm [48, 49] unu xe ons nevequs
JeKoMMeHcaLmn KpoBooopaLLleHNs (Ha poHe TAXKE0N NHEBMOHUMY,
NIer04HOr0 KPOBOTEHEHUS U [ip.) C NOCNeAYIOLLUM BOCCTAHOBMEHU-
€M CaMoCTOATENbHON remofuHamunkm [31].

BHeceppeyHble onepawuu u npoueaypbl

113-3a HeafekBaTHOM peakuUMn Ha aHecTe3nto (OTCYTCTBME CHU-
)KEHUS NIEr04HOr0 COCYAMCTOrO COMPOTMBIIEHUS MPU CHUKEHUN
nepucepuyeckoro, HapactaHue BeHOApTepuanbHOro cépoca U
TUNOKCEMMUN), W3MEHEHUEe BOMEMWUYECKOro ctatyca U nepuone-
PALMOHHbIA CTPECC, a TaKXKe BbICOKOM BEPOSATHOCTU MAaCCUBHbIX
KPOBOTEYEHWIA, apUTMUIA 1 TPOMOOIMOONNYECKNX OCTTOXHEHMIA X1-
pypruyeckine BMeLLaTeibcTea y nauneHToB ¢ G conpoBOXAAOTCS
BbICOKMM puckom [3-9, 12-15]

CooTHOLLIEHME NOMb3bl U PUCKA BHECEPAEYHbIX Onepawuii cneay-
€T OMNpegenaTb Ha MyNbTUAMCUMMIIMHAPHOM KOHcunuyme [3-6, 8,
12-14]. Ecnu Xmpypruyeckoro BMeLLATeNlbCTBa U36eXaTb Henb3s,
L1en1eco06pa3Ho BbIMOMHATL €ro B UMEtLLLEM OnbIT paboTbl ¢ BMC 1
JII cneumanu3anpoBaHHOM LigHTpE. IMpu 3TOM MOTYT UCMONb30BATbCS
KaK 00LLas, TaK pernoHanbHas 1 anuaypanbHas aHecte3ns [3, 6, 8,
50]. Moarotoska K onepauum 4OMmKHA BKITH04ATb KOPPEKLMIO TMMNOBO-
nemMumn N (HaKTopoB CBEPTbIBAHMS KPOBK, AN1S YNYYLUEHUS XMPYPru-
4eCKOro remMocTasa MOXeT NPUMEHATbCS ayToremoTpaHcdyaus. Ha
BCEX MepuonepaLmoHHbIX 3Tanax Heo6xoAuma TulatenbHas npou-
nakTunka améonui [3, 4, 8, 50].
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