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ITocne o0CyKIeHnsI COBPEMEHHBIX onpeeeHuil U Kiaccu(pukauuu JIeroyHoi runepTeH3nuu, acCONMMPOBAHHON C BPOXKIEHHBIMH
MOPOKAMH CepIua, OTAENbHO IS KaXK/I0i U3 MOATPYNN PACCMATPUBAIOTCS XapaKTepHble KJIMHNYECKHEe CHMIITOMbI U JaHHbIE (hU3H-
KaJIbHOro uccienoBanusi. IIporpeccuBHoe yBeJMUeHHE JIETOYHOTO COCYIMCTOrO CONMPOTHBJIEHUS MOCJ]E PAIMKAJIBHON KOPPEKIUH
Y TP MAJIBIX/COMYTCTBYIOIMX ed)eKTaX NPUBOIUT K HEOCTATOYHOMY HANIOJIHEHUIO CUCTEMHOTO 2KeJIy104Ka M MPOrpecCUpOBAHUI0
CHMIITOMOB HH3KOrO CepIeYHOro BbIOpPOCAa — OJBINIKH, CepAueOMeHusi, YTOMISIEMOCTH, CIa00CTH M CHIDKEHHIO TOJIEPAHTHOCTH
K (u3nyeckoii Harpy3ke. Ha mo3anux craamsx m3-3a TPAaH3UTOPHOI CHCTEMHOI MMIIOTEH3UN MPUCOETUHSIIOTCS TOJOBOKPYKEHHUs,
npe0OMOPOYHbIE COCTOSIHUSI W OOMOPOKHM, A TAKXKe MPHU3HAKH 3aCTOIHOW NMPABOKEJIYI0YKOBOH HEIOCTATOYHOCTH — mepude-
pUYeCcKHe OTeKH, yBeJHYeHHe NevyeHd, aCIUT M HaOyxaHue weiiHbix BeH. [Ipu cunapome Dii3eHMeHrepa Ha0JIOAAIOTCS IUAHO3
Y MPU3HAKK CHCTEMHBIX OCJIOXKHEHUI — MOJIMIUTEMUs, AeopMaNus TUCTATBHBIX (PAJIAHT NAJbIEB M0 TUIY 6apadaHHBIX NAT0YeK
M YACOBBIX CTEKOJI, HApYIIeHHe OCAHKH BCJIEICTBHE OCTEOAPTPONATHH U CKOJIH032, JIErOYHbIe U MAPAOKCATbHbIE CHCTEMHbIE TPOM-
©03b1 ¥ 3MO0/IMH, KPOBOTEYEHHUSI, CUMIITOMbI NOATPbI U XOJIeJIMTHA3A, HApYIIeHHe (DYHKIMH NMoYeK. YKe HeOOJbIIast JieroyHas
runeprensus mnocie onepanuu PoHTeHA 00YCIOBINBAET BEHO3HYI0 THIIEPTEH3MIO C 3ACTOWHOM CepIeYHOil HEI0CTATOYHOCTHIO,
TUIPOTOPAKCOM, 0e/IKOBOJAe(UIMTHON IHTEponaTHell W IJIACTHYECKMM OPOHXMTOM, A TAKkKe HEJIOCTATOYHbI NPUTOK KPOBH
K CHCTEMHOMY JKeJIYI0UKY ¢ HU3KHM CEpP/IeYHbIM BHIOPOCOM, OJIBIIIKOI, cepauednennemM, yroMasieMoCTbI0, CIa00CThIO U CHIZKEHHEM
TOJIEPAHTHOCTH K (pusmdeckoii Harpy3ke. I1pu Bcex hopmMax JIeroyHoii runepTeH3nu MOryT ObITh 00JIM B 00J1aCTH Cepana, KpoBoxap-
KaHbe, JIeroYHble KPOBOTEUEHHS, APUTMHH M OTCTABAHHE B PA3BUTHH Y AeTeil. OcMOTP HE0OXOANMO NPOBOAUTH «C TOJIOBbI A0 MAT».
JlnarHocTuyeckasi IeHHOCTh AYCKYJIbTALMU 3aBUCHT OT CJIOKHOCTU NMPHUBEINEro K JIEroYHOil runepTeH3u BPOXKIEHHOTO MOPOKA.
ITyabCOKCMMETPHIO ClieyeT BBINOJIHATH OTAENbHO HA PYKAX M HOraX B COCTOSIHUM NOKOS ¥ NpU (pusnyeckoii Harpyske.

Karouesvte caoea: Oemu, ne2ounas 2unepmensusl, 1e204HAs ApMePUAIbHAs 2UNePMEH3US, 8PONCOCHHbIE NOPOKU CepOUa, KAUHUMECKUE
CUMPMOMbL, PUIUKANbHOE UCCAeO08AHUE.

Ansa umtupoBanus: lopbaqesckuii C.B., LLManby A.A. AnarHocTvka 1ero4HoV runepTeH3ny, aCCoLMmMpOBaHHOV C BPOXAEHHbLIMU TOpOKaMu
cepaua. Yacte 1. Onpenenexve, knaccugukaums v nepeuydHoe obcregoBaHne naumeHToB. Poc BectH nepuHaton v negmatp 2021; 66:(5):
28-37. DOI: 10.21508/1027-4065-2021-66—-5-28-37

Having discussed current definitions and classification of pulmonary hypertension associated with congenital heart defects, the
authors consider characteristic clinical symptoms and data of physical examination separately for every subgroup. An increase
in pulmonary vascular resistance after radical correction and with small / concomitant defects leads to insufficient filling of the
systemic ventricle and the progression of symptoms of low cardiac output , i.e. shortness of breath, palpitations, fatigue, weakness
and decreased exercise tolerance. At late stages, due to transient systemic hypotension the patients feel dizziness, lightheadedness
and fainting, as well as signs of congestive right ventricular failure — peripheral edema, liver enlargement, ascites and swelling of the
cervical veins. The patients with Eisenmenger syndrome develop cyanosis and signs of systemic complications — polycythemia, defor-
mation of the distal phalanges of the fingers like «drumsticks» and «watch glasses», posture disturbance due to osteoarthropathy and
scoliosis, pulmonary and paradoxical systemic thrombosis and embolism, bleeding, symptoms of gout and cholelithiasis, impaired
renal function. Even mild pulmonary hypertension after Fontaine’s surgery causes venous hypertension with congestive heart failure,
hydrothorax, protein deficiency enteropathy and plastic bronchitis, as well as insufficient blood flow to the systemic ventricle with low
cardiac output, shortness of breath, palpitations, fatigue, weakness and decreased exercise tolerance. All forms of pulmonary hyper-
tension cause pain in the region of the heart, hemoptysis, pulmonary hemorrhage, arrhythmias, and developmental delay in children.
The patient shall be examined «from head to toe.» The diagnostic value of auscultation depends on the complexity of the congen-
ital malformation leading to pulmonary hypertension Pulse oximetry should be performed separately on the arms and legs at rest
and exercise.

Key words: children, pulmonary hypertension, pulmonary arterial hypertension, congenital heart disease, clinical symptoms, physical
examination.
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COFJ‘IaCHO OOHOBJIEHHBIM POCCUMCKUM M €Bpa3uii-
CKMM KJIMHUYECKUM pEKOMEHIAIMsIM JieroyHast
TUTIEPTEH3UsI — TeMOIMHAMUYECKOe U MaTo(pU3n0JI0TU-
YecKoe COCTOSTHME, XapaKTepU3YIoIleecs MOBBIIICHUEM
CpeIHero NaBJIeHUsI B JIETOUHOW apTepuu >25 MM PT.CT.
Mpu KaTeTepusaluuu cepaua B mokoe (tadm. 1) [1-2].
IMpexkanunnspHas JieroyHass TUIEPTeH3UsT (JeroyHast
apTepuasbHasl TUIIEPTeH3Us) Y TTAllUEHTOB ¢ OMBEHTPU-
KyJSIpHOW TeMOJAMHAMUKON — COCTOSIHUE, MPU KOTO-
poM  cpeaHee JaBjleHWE B JITOYHOW  apTepuu
>25 MM PT.CT., JaBjieHue 3aKJIMHUBAaHUS JIETOYHOM apTe-
pun < 15 MM PT.CT., a JIESTOYHOE COCYAMCTOE COIPOTUB-
nenue >3 en. Byna [1—12]. [TocTkanwuisipHast JeroyHast
TUTIEPTEH3UsI TP OMBEHTPUKYJISIPHON TeMOIMHAMUKE —
COCTOSTHUE, TIpU KOTOPOM CpeJHee NaBjieHWe B JIeroy-
HO1 apTepuu >25 MM PT.CT., a JaBJeHUE 3aKJIMHUBAHMSI
JIeTOuHo# apTepuu >15 MM pr.cT. [1—12].

IIpu BpOXAEHHBIX TOPOKAX C apTePUOBEHO3HBIM
cOpocoM Hajuyue JIETOYHOW TUIMEePTeH3UM He Xapak-
TepusyeT MoOpGhOJOTUYECKME M3MEHEHUSI JIETOUHBIX
COCyIOB, a CpelHee AaBJIeHME B JIETOYHOW apTepuu
>25 MM PT.CT. MOXET UMEThCS KaK TPU YBETUYCHHOM,
TaK ¥ MPU HOPMaJIbLHOM JIETOYHOM COCYIMCTOM COIIpPO-
tuBiaeHun (puc. 1) [5S—13]. Bo Bropom ciryuae jierouHast
TUTIEPTEH3MST HE COTIPOBOXIAETCSI JISTOUHOMN COCYIMCTOM
00JIe3HBIO 1 TIOC/Ie KOPPEKIIUMU TTOpOKa HOPMAIU3YyeTCs.
Jlerounast cocynucrasi 60Jie3Hb — COCTOSIHUE, TIPOSIBIISI-
fo11ieecst TaTOJIOTUYECKUM PEMOICIMPOBAHUEM C YMEHbB-
IIEHWeM CYMMapHOT'O BHYTPEHHETO TMPOCBeTa JIETOYHbBIX
cocynoB [4—17]. KputepusiMmu JI€rOYHON COCYIUCTOM
00JIe3HU TIPU BPOXIEHHBIX IMOPOKaxX ¢ OMBEHTPUKYJISIP-
HOI TEMOAMHAMUKOM CITy>XKaT CpeTHEE TaBJIEHUE B JIETOY -
HO# aprepum >25 MM PT.CT. U JIETOYHOE COCYIUCTOE
comnpotuBiieHune >3 en. Byna.

Ilocne onepanmii «06xoma» MpaBbIX OTIEJIOB cepila
(nByHampaBJieHHbII ~ KaBOMYJIbMOHAJIbHBIA  aHACTO-
Mo3 1 orepauuss DoHTeHa) JIErOYHBIN KPOBOTOK OCY-
IIECTBJISIETCST 3a CYET IMPSIMOTO TOCTYIUICHUSI KPOBU
U3 CUCTEMHBIX BeH 0€3 yuacTHsl KeTyI09KOBOI HarHeTa-
TeJbHOI KaMepbl U HU3KOE JIETOYHOE COCYIUCTOE COTPO-
TUBJIEHUE KPUTUUECKHU BaXHO. OOIIETPUHSTOrO Orpee-
JIEHUST JIETOYHOM TUTIEPTEH3UU TIPU YHUBEHTPUKYISIPHOI

© lopbayesckuii C.B., LLimanbu A.A., 2021

Anpec nas koppecnonaenumu: Top6auyesckuii Cepreit BaneppeBuu — 1.M.H.,
npod., 3aB. OTAEJICHUEM XHUPYPTMUYECKOTo JieyeHMs 3aboJieBaHUiIl cepraua
C MPOrPeCcCUpyIOLIeii IETOYHOU rurnepTeH3ueit HalnoHalbHOTO MEAUIIMHCKO-
O MCCIJIEI0BATEIbCKOTO LIEHTPa CepAeuHO-cocyancToii xupypruu um. A.H. ba-
KyJsieBa, pod. Kadeapsl cepacuHO-COCYAUCTON Xupyprun Poccuiickoit Mmeaun-
LIMHCKOI1 aKkaleMUU HeNpepbIBHOTO MPpodhecCUOHAILHOrO 00pa3oBaHmsl,
ORCID: 0000-0002-4193-3320

121552, Mocksa, Py6iesckoe mocce, 135

IImanbir AHTOH AJieKCeeBUY — I.M.H., BEl. Hay4. COTp. OTACJICHUS] XUpPYyp-
TMYECKOro JIeueHHUs 3a0oJieBaHMi Cepllla C TMPOrpeccUpylolieil JIerouHoit
runepreH3ueil HaunoHanabHOro MeIUIIMHCKOTO MCCIIEN0BATEIbCKOTO LIEHTPa
cepreyHo-cocynucroii xupypruu uM. A.H. bakynesa, nou. kadenpsl cepaeu-
HO-COCYAMCTOI XUpyprunm PoccuiicKoil MeAMLIMHCKOl akaleMuu HenpepbiB-
Horo npodeccuonanbHoro oopasosanusi, ORCID: 0000-0001-8937-1796.
e-mail: shmaltzanton@inbox.ru

125993, Mockaa, yi. bappukanHas, 2/1

reMOJIMHAMUKE HET, JISTOUHO Xe COCYIUCTOM 00Ie3HBIO
rocJie orepaiuii «o0xoaa» MpaBbIX OTAEIOB CEp/lia CUM-
TalOT COCTOSIHME, MPU KOTOPOM JIETOYHOE COCYAMCTOE
conporuBieHue >3 en. Byma, a cpenHuil TpaHCmyabMoO-
HaJbHBIN TPaMeHT (CpeiHee JaBjieHre B JIETOYHOM apTe-
pUY MUHYC JaBJeHUE B JJEBOM TIPEICEPaNN) >6 MM PT.CT.
[4—7, 10—14, 16, 18].

TMocTkanwiisipHast JierodyHasl TUMEPTEH3UsI B 3aBU-
CUMOCTHM OT TOTO, SIBJISIETCSI JIM OHA TOJIBKO CJIECTBUEM
nepeaayd TOBBIIIEHHOTO JaBJIEHUS U3 JIEBBIX OTIEIOB
cepalla WM Xe UMeeT COOCTBeHHBbIN Mopdosoruye-
CKMi1 cyOcTpar B JIETOYHBIX COCyHax, AETUTCS Ha M30-
JIMPOBAHHYIO TIOCTKAMWJUIAPHYIO M KOMOWHMPOBAHHYIO
MoCT- M TpeKkanuwuisipHyto. [Ipr BpoXKIeHHBIX MOpOKax
¢ OMBEHTPUKYJISIDHOW TeMOAWHAMUKON W30JMpOBaHHAsS
MOCTKANWUISIpHAsT JIETOYHAsl TUTMEPTEH3UsI XapaKTepu-
3yeTcsl JISTOYHBIM COCYAMCTBIM COMPOTUBIEHUEM <3 ej.
Byna, komOMHMpOBaHHasI MOCT- W TIpeKaNWJUISIpHAsT —
conpotusieHuem >3 en. Byna [1-8, 1—13, 15—19]. Takum
00pa3oM, y TMalMeHTOB C M30JIMPOBAHHON ITOCTKAIMJI-
JIIPHOM JIETOYHOW TUIIEPTeH3UEN JIETOYHON COCYIUCTOM
00JIE3HU HET; TTOCIETHSISI OTMEUaeTCsl JTUIb TTPpU KOMOU-
HUPOBAHHOM MOCTKATTMJUISIPHON JIETOYHOM TUTIEPTEH3UU.

CorytacHO 0OHOBJIEHHOM Kitaccudukauuu 6-ro Bee-
mupHoro cumnosuyma (Huiua, 2018) nerouHasi rumnep-
TeH3UsI TIPM BPOXACHHBIX TMOpPOKaxX cepjlla BKJIYeHa
B 4 OCHOBHBIE TPYIIMBI U3 5 BbIAEAEHHBbIX (puc. 2) [15,
18, 19]. Ilpu neroyHoit apTepuajbHON TUMEPTEH3UMU,
aCCOLIMUPOBAHHON ¢ BPOXICHHBIMU MOPOKAMHU CEPAlIa,
B 3aBUCMMOCTH OT HAJIMYUS U TSIKECTU JIETOYHOM COCy-
IUCTON OoJie3HM Ha JgedeKTax MOXKET OBITh apTepuo-
BEHO3HbI, JBYyHAampaBIe€HHBI WM BEHOApTEepUAb-
HbII (cuHIpoM OdiizeHMmeHrepa) copoc [1—13, 15—19].
OTaenbHYI0 TOATPYIIY COCTaBJISIET <«JIeTO4YHasl apre-
puajgbHas TUMEPTEH3US] TIPU MaJIbIX/COITyTCTBYIOIINX
nedekTax», XapaKTepM3YIOIasicsl TsKeJIOW JeroyHoi
COCyIMCTOI 0OJIe3HBIO TIpU JAedeKTax MajJoro pasMepa
M HECYIIECTBEHHO YBEJUUYEHHOM JIETOYHOM KPOBOTOKE.
JlerouHast TUIIEpTEH3USI MOXET TakKXe COXPaHSIThCS
WIN TPOTPECCUPOBATh MOCJIE XUPYPTUUECKON KOppeK-
LIMX BPOXACHHBIX TOPOKOB cepiila. DTO BO3MOXKHO
Npy MO3AHEW paaWKadibHOU WM MAJUIMATUBHOU KOp-
PEKLIMM, COXPAHSIOMIMXCS pe3uayalbHBIX nedekTax
1 OOYCJIOBIIMBAIOIIEH JIETOYHYIO TUIEPTEH3UIO TeHe-
THYecKoi marojoruu [5—14, 16—18]. ArpeccuBHbIE
CUCTEMHO-JIeroYHble aHacToMO3bl (BatepcTroyna—Kymu,
LIEHTPAJbHBIN U 1p.), HAJTOXKEHHbIE OOJTBHBIM C UCXOTHO
00€THEHHBIM JIETOYHBIM KPOBOTOKOM, TPU JJIMTENIb-
HOM (YHKIIMOHUPOBAHUM TaKXe HEpPeAKO TMPUBOISAT
K JIETOUHOM cocynaucToit 6osie3Hu. [laToreHes u KIMHM-
yecKoe TeUeHHe JIETOUYHON apTepuaibHON TMIEePTeH3UU
MPU MaJIbIX/COMYTCTBYIOIINX JAeeKTaX U pe3uTyaibHOM
JIETOUHOI apTepuaabHON TUIEPTEH3UU MOCIIE paJuKab-
HOI KOPPEKIMU BPOXIECHHBIX MMOPOKOB CepAlla CXOXHU
¢ uaMonaTuyecKoil runepreHsueit [3—35, 9—12, 20, 21].

CerMeHTapHasi JieroyHasi TUIIEPTEH3MSI BO3MOXKHA
TPY CIIOXKHBIX BPOXICHHBIX MIOPOKaX CEPIIIa; OHA XapaKTe-
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pU3yeTcs MOpakeHUEM OTAETbHbIX T10JIEH /U CETMEHTOB
serkux [4—6, 9—13, 16—18]. ITocne onepaunu PoHTEHA
MpU LUAPKYJISIIUMKU, 00ecrieyuBaeMOi eMHCTBEHHOM XKeJTy-
JIOYKOBOW KaMepol B JBYX MOCJEIOBATENBHO 3aMKHYTBIX
Kpyrax KpoBOOOpaIlleHH s, JeTOYHbIIi KPOBOTOK OCYIIIECT-
BJISIETCS 32 CYET MPSIMOTO MOCTYIUIEHUsI KPOBU U3 CUCTEM-
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B JierouHoit aptepuu [4—7, 9—14, 16, 18]. B aTnx ycaoBusx
JTaxke HeOOJTbIIOe TIOBBIIIIEHNE JISTOYHOTO COMPOTUBIICHUS
MPUBOIUT K CHELM(UISCKUM OCITOXHEHUSIM. [1oTHBIIM
MepeyeHb BBI3BIBAIOIIMX JIETOYHYIO TMIEPTEH3WIO BPO-
JKIEHHBIX TIOPOKOB ceplia mpuBeaeH B Tao. 2 [10].

Ha paHHBIX TIepBMYHOrO OOCJIENOBaHUS — Kajodax,

HBIX B€H, a 1aBJICHUC B CUCTEMHBLIX BEHaX paBHO AaBJICHUIO aHaMHE3€, pe3yJibraTtax CbI/BI/IKaJTbHOFO nccaea10BaHusd,

Tabauya 1. Dopmbl J1€TOYHOI TUTIEPTEH3NH NIPH OMBEHTPUKYJIAPHOI remoqnHamvuke [1—12].
Table 1. Forms of pulmonary hypertension in biventricular hemodynamics

Onpenenenne XapakTepucTHka Knnnnyeckue rpynmsi JIT
JIr * Cpennee JIJIA >25 mm pT.cT.  Bce rpynmbl
1. JIAT.
* Cpennee IJIA >25 mm pr.ct. 3. JIT' BcieacTBue maToa0oTUm JIETKUX.
IMpexanwigpnas JIT » JI3JIA <15 MM pT.CT. 4. Xponuueckast pomboambommueckast JIT.
« JICC >3 en. Byna 5. JIT ¢ HesICHBIMU M/WJIM MHOXKECTBEHHBIMU
MeXaHU3MaMH.
TMocrkanumisipaas JIT * Cpennee J1JIA >25 MM pT.CT.

1. JIT BcencTBue maTojoTMu JIEBBIX KaMep cepla.
2. JIT' ¢ HeICHBIMU 1/WI MHOXECTBEHHBIMU
MeXaHU3MaMU

» JI3JIA >15 MM pT.CT.
JICC <3 ed. Byda
JICC >3 ed. Byda

Ilpumeuanue. JIT' — nerounast runeprensust; JAJIA — nasieHue B jieroyHoit aptepuu; J3JIA — naBjieHue 3aKJIMHUBAHUS JIETOYHON apTepuu;
JICC — nerouHoe cocynuctoe conpotusierue; JIAI — seroyHast aprepuaibHasi TUIIEPTECH3US.
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Puc. 1. B3auMocCBs3b JIETOYHOTO KPOBOTOKA, CPEHEro /JABJIEHHs B JIETOYHOI apTepHH U JIETOYHOTO COCYAMCTOrO CONMPOTHBJIECHHUS
Y 0OJIbHBIX C BPOXKIEHHBIMH IIOPOKAMH CEPALA U JIeBO-IPaBbiM cOpocom [9].

CpenHee JaBjieHHE B JIETOYHOUH apTepud >25 MM PT.CT. MOXKET CONMPOBOXKIATHCA (cepasi 00JaCTh) HIM He CONMPOBOXKIATHCA (4ep-
Has 00JIaCTh) JIETOYHOM COCYAUCTON 00Je3HbI0. [1anMeHTsI ¢ JIerOYHbIM COCYANCTBIM conpoTuBieHneM >8 en. Byna o0bruHO pac-
CMATPUBAIOTCS KAK HeomepadebHble U ABJISAIOTCSA KAHAWIATAMU HA crienudryecKyio Tepanuio. Y NalHeHTOB C JIErOYHbIM COCYIU-
CTbIM conpoTuBJeHneM ot 4 1o 8§ en. Byaa (cepas 3amTpuxoBanHas 001acTb) TpeOyeTCs MHANBUILYAIbHAS OLEHKA ONepadebHOCTH.
Y GOJIbHBIX Y YHUBEHTPUKYJISIPHOI reMOIMHAMUKOI W HU3KHM JIETOYHBIM KPOBOTOKOM TOCJIe Onepanuii «00X0/1a» mpaBbIX OTIEJI0B
cepaua MoXKeT Ha0JII0/IaThCsl yBeJUYeHHe JIETOYHOTO COCYANCTOr0 CONPOTHBIIEHUS 0€3 BhIPAXKEHHOTO MOBBIIIEHUsI 1ABJIEHNUS B JIero4-
HO#i aprepuu (TeMHO-cepas 00.actb). JIA — nerounas aprepus; JIAT' — nerounas aprepuaibHas runeprensus; JICC — jerounoe
COCY/IUCTOE CONPOTHUBIIEHHE.

Fig. 1. The relationship between pulmonary blood flow, mean pressure in pulmonary artery and pulmonary vascular resistance in pa-
tients with congenital heart disease and left-right shunt.
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1. JleroyHas apTepuanbHas runepteHsus (JIAIN)

1.1. ManonaTtuyeckas JIAI

1.2. Hacnepyemas JIAT

1.3. MHayuupoBaHHas nekapcteamu n TokcuHamm JIAM

1.4. JIAT, accouMmpoBaHHas C:
1.4.1. 3aboneBaHnsaMn COEAMHUTESIbHOM TKaHN
1.4.2. BUM-uHdekumnen
1.4.3. MNopTanbHOW runepTeH3ven

CuHppom Bii3eHMeHrepa
JNAT npu neBo-npasom cbpoce
OnepabenbHble
HeonepabenbHble
JTAT npu Manbix/conyTCTBYOWMX AedekTax
JIAT nocne koppekuumu BIC

|1 .4.4. BpoxaeHHbIMY NOpoKamMu cepaua |
1.4.5. lUnctocomo3om

1.5. IAT ¢ LONrOCPOYHBIM OTBETOM HA @HTArOHUCTbI KanbLus
1.6. JNAT ¢ SIBHbIMUM NpU3HaKaMn BEHO3HOMO/KanusipHOro NopaxeHus

1.7. CuHppom nepcuctupytoLleii JIT HOBOPOXAEHHbIX
2. JIM npu 3a6oneBaHusX JIeBbIX OTAEJIOB cepaua

2.1. JIF npu cepAeyHon HeJoCTaTOYHOCTM € coxpaHHoin PB JIK
2.2. ]Il npu cepAevHoi HeOCTaTOYHOCTN CO CHUMXEHHO PB JIK

2.3. 3aboneBaHus knanaHoB cepaua

CTEeHO3bl JIEro4YHbiX BEH
MN3onnpoBaHHbIe
AccoummnpoBaHHble (c B4,
HE[OHOLLIEHHOCTbIO)

TpexnpeacepaHoe cepaue

TALJ1B c o6¢cTpyKumein oTToka

3aboneBaHus ¢ nocTkanunnspHon JIr

2.4. BpoxaeHHble\NnprnobpeTeHHble CepaevyHo-cocyancTbie

MuTpanbHblii/aopTanbHbIA CTEHO3
(BKNIOYAs Hag/noaKnanaHHbINA)

3. JIM npu 3a6oneBaHUAX Jerkmx,/uam rmnnokcemMum
3.1. O6CTPYKTUBHbBIE 32a601EBAHMSA NErKNX
3.2. PecTpukTuBHbIE 3a60/1€BaHNS NErKNX

KoapK'rau,mu aopTbl

3.3. Opyrune 3ab6onesaHnsi NErknx co CMeLLaHHbIM PECTPUKTUBHBLIM/

0BCTPYKTMBHBIM XapakTePOM
3.4. Tunokcus 6e3 3a60neBaHNin Nerkmx
3.5. HapyLueHusi pasBuTtusi nerknx

4. JIT npy 06CTPYKLUMM NIEroOvHbIX apTepuii
4.1. XTaNr

|4.2. Opyras o6¢cTpykums JA|

5. JIT ¢ HesiCHbIMU /NN MyNbTU(PAKTOPHLIMU MEXaHU3MaMU

5.1. Tematonornyeckme HapyLleHns
5.2. CuctemHble 1 meTabonunyeckre 3aboneBaHns
5.8. Opyroe

BpoxxpeHHble
cTteHo3bl JIA

CermeHTtapHasa JIr
OTtxoxnaeHue J1A ot OANN
OtcytctBue JIA
AJTA ¢ MK v BAJTIKA
feMuUTpyHKyC
Apyroe

EANMHCTBEHHbIN Xenyaouek
HeonepabenbHbiii
OnepabenbHbiii

[5.4. Cnoxubie BMC|

I CuHpgpom AtaraHa

Puc. 2. Knaccudukanusi JIero4Hoi runepTen3un, aCCONMMPOBAHHOI ¢ BPOXKIEHHBIMI MOPOKaMu cepana (mo marepuajam 6-ro Bee-
MHPHOT0 CHMIIO3MYMa 10 JierouHoii runepren3un, Humua, 2018. [15, 18, 19].

@B JIXK — dpakuus Beidpoca jeBoro xkeaynouka; XTOJII — xponndeckas Tpom00dIMOomaecKas Jierounas runeprensus; BJIJI —
oponxoueroynas aucmiasus; TAI/IB — ToTaibHblii aHOMAJIbHBIN APeHaXK JieroYnbix BeH; JIA — erounas aprepus; AJIA — arpe3ust
nerounoii aprepun; JIM2KII — nedekr mexkenynoukoBoii neperopoaku; OAIl — oTkpbIThIii apTepuanbHblii MPpoToK; BAJIKA —

00JIbIIASE A0OPTO-JIETOYHAS KOJLIATEPAJIbHAS apTepHs.

Fig. 2. Classification of pulmonary hypertension associated with congenital heart disease (based on the 6th World Symposium on

Pulmonary Hypertension, Nice, 2018. [15, 18, 19].

MYJIbCOKCUMETPUM, BJIEKTpoKapauorpauu 1 peHTIEHO-
rpaduu TPymHON KIETKW CTPOMTCS TIOCJEMYIOIIN aua-
THOCTUYeCKUiA aroput™. CUMIITOMBI JIESTOYHOM TMIepTeH-
311, B YACTHOCTH JIETOUHOW apTepUaibHOW TUIIEPTEH3UU
TIPYU BPOXAEHHBIX MOPOKAX CEpALla, 4acTO HecTieM(UIHbI
U1 MaCKMPYIOTCSI KITMHUUECKUMU MPOSIBJICHUSIMU TTOPOKa.
«Bu3uTHOIT KapTOYHOI» BPOXIEHHBIX MTOPOKOB C OU-
W YHUBEHTPUKY/ISIPHOW T€MOJAMHAMUKON W MaCCUBHBIM
apTepMOBEHO3HBIM COPOCOM (JIeTOYHasi apTepuayibHasI
TUTIEPTEH3USI C COXpaHEHUEM JIeBO-TpaBoro copoca
U JIeTOYHasl TUMEPTEH3Usl MPU CIOXHBIX BPOXICHHBIX
rnopokax 6e3 cTeH03a JIETOYHOI apTepun) CIyxXaT yacmoie
OpoHX0ne20uHble 3a001€6aHUs, CBSI3aHHbIE C TEpernoJHe-
HUEM MaJjioro Kpyra kpoBooOpaiieHus. OnbIiika, cepi-
1eOreHue, yToMJISIeMOCTb, CJIa00CTh M CHWXKEHUE TOJie-
PaHTHOCTU K (PM3MYECKON Harpy3ke y TakKMX IMallMeHTOB
(B OCHOBHOM JIeTeli paHHETO BO3pacTa) CBS3aHbl C 3aCTOM-
HOI JIeBO- M TIPaBOXEJIYAOYKOBON HEZOCTaTOYHOCTHIO
U COTIPOBOXIAIOTCS BIAXKHBIMU XpUTIAMU B JIETKHX U YBE-
JuyeHueM TredeHu [4—6, 8—13, 18, 22, 23]. Onpika
WHCITMPATOPHOTO XapaKTepa B 3aBUCMMOCTU OT TSKECTH
BPOXIEHHOTO TIOpOKa W JIETOYHOW TUIIEPTEH3UU MOXKET

OBITH BBIpAXKEHA B PA3JIMYHON CTETIEHU: OT MUHUMAaTbHOM
(TIpu 3HAYUTENIbHOM (DM3NYECKOI HArpy3Ke) M0 OIBIIIKHU
MpU HEOOJIBLIUX YCWIMSIX U B TIoKoe. [TpucTyrnoB yayiibs
He HaOmomaetcst. [lpm mporpeccupoBaHUM  JIETOYHOM
COCYAMCTOM OO0JIE3HN M YMEHBIIIEHUH apTepUOBEHO3HOTO
cOpoca MpU3HAKU 3aCTOMHONM CepAeYHOI HemoCcTaTo4-
HOCTH OTCTYIIAIOT, a YacTOTa pa3BUTHSI OPOHXOJETOUHBIX
3a00J1eBaHUI CHUKAETCSI.

YcuneHve JIErOYHOTO COCYAMCTOTO COTPOTHBIICHUS
B OTCYTCTBME BHYTPUCEPACUHBIX KOMMYHMKAIIMiA (TTOCIIe
panuKaaIbHOW KOPPEKIIMU U TIPU MOPOKax C MOCTKaruI-
JISPHOI JIETOYHOM TUIMEpTEeH3Wel) TPUBOAUT K HEIO-
CTaTOYHOMY  HANOJIHEHWIO CUCTEMHOIO  JKeJylouyKa
U TIPOTPeCcCUPOBAHUI0 CUMIITOMOB HU3KOTO CEpACUYHOTO
BBIOpOCA — OJIBIIIKU, CEPALIEOMEHNUS], yTOMJISIEMOCTH, CJla-
00CTH M TUIOXOW MEePeHOCUMOCTH (DU3NUYECKOI Harpy3Ku
[1—6, 8—13, 18, 22—26]. Ha mo3aHux cTaausx u3-3a TpaH-
3UTOPHON CUCTEMHOW TUIIOTEH3UU TPUCOEANHSIIOTCS
TOJIOBOKPYKEHMUSI, TIPeIO0OMOPOUYHBIE COCTOSIHUS M OOMO-
POKM, a TaKXKe TTPU3HAKKU 3aCTOMHOM MPaBOXKeETyTOUKOBOM
HEJIOCTAaTOYHOCTU — TMepudepuyeckrue OTeKM, yBeJTude-
HUE TeYeHM, aclMT U HaOyxaHue HIeHHBIX BeH. [0JI0BO-
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Ob30Pbl JINTEPATYPbI

Tabauya 2. BpoxkneHHble OPOKH Cepala, BbI3bIBAIOINE JeroyHyo runeptensuio [10]
Table 2. Congenital heart defects causing pulmonary hypertension.

1. BIIC c yBemueHnemMm
NMPUTOKA B MAJIBIN KPYT
KPOBOOOpAIeH s
Ilpexanuaasapnas JIT

2. BIIC c 3aTpyaHeHueM
OTTOKA U3 MAJIOTO Kpyra
KPOBOOOpaIIEeHUus
Ilocmxanuaaapnasn JII

3. KoMOuHMpOBaHHBIE
BIIC c yBenmuennem

OTTOKA U3 MAJIOr0 Kpyra
KPOBOOOpALIEHHUS

MPUTOKA U 3aTPyAHEHHEM

1.1. BIIC ¢ npeTpuKycnuaaibHbIM COpOCOM

AHOMAJIbHBII IPEeHaX JETOYHBIX BEH

. YacTUuHBI aHOMaIbHbBIN ApeHax jeroyHbix BeH ¢ JIMIIIT v 6e3 Hero
. ToraabHbBIN aHOMaJIbHBIM ApeHax JIErOYHbIX BeH ¢ JIMITIT*

JMIIIT

ATpPUOBEHTPUKYJISIHBINM KaHaJ, HeroaHas popma*™

BIIC ¢ mocTpuKycnuaajbHbIM cOPOCOM KPOBH
JIM2KTT

L.
1.1.1
1.1.2
L.

L.

2.
2.1
2.2. OAIl
2.3.
3.

3.

3.

3.

L.
L.
L.
2.
3.

JleeKT aopTO-JIeTOYHOM MeperopoaKu
Cnoxnpie BIIC ¢ HaMuneM MOCTTPUKYCIHIAIBHOTO cOPOCa KPOBH
1. ATpHOBEHTPUKYISIPHBIN KaHa, ojHas ¢hopma*™
2. OG0t apTepuaIbHbIA CTBOJ
3. /IBoiiHOE OTXOXKIEHUE COCYI0B OT MPaBOro/aeBoro xkemxyaouka ¢ JIM2KII, n/vmm
JAMIIII, u/unu OAII 6e3 creHo3a JIA
1.3.4. Tpancnosuius MarucTpaabHbix cocynoB ¢ JIMIIII, u/wmm OAIL, u/vumu JIMXKII 6e3 cte-
Ho3a JIA
1.3.5. Cnoxnbie komOoumHMpoBaHHBIE BITC co cOpocom Ha ypoBHE IeperopoaoK cepiia (aTpro-
BEHTPUKYJISIPHAS U BEHTPUKYJIOAPTEPUATbHAS TUCKOPAAHTOCTb, CriSS-Cross CEpIle U Ipyrue
¢ AMXII, n/wmm JIMIIIT, u/wmm OATII 6e3 cteHo3a JIA)
1.3.6. DyHKIIMOHATBHO €AMHCTBEHHBIN XeJynouek cep/ia 6e3 creHo3a JIA
1.3.6.1. B ToM YmcIie CMHAPOM TUIIOTIA3U U JIEBBIX OTIEIOB CeP/La
1.4. BIIC ¢ cermeHTapHBIM yBeJMIEHHEM JIETOYHOTO KPOBOTOKA
1.4.1. OTx0OXIeHUe TIPaBoiil/aeBoii BeTBU JIA OT BOCXOMSIIEit a0PThI
1.4.2. Bonbie aopTo-JIeTOYHbBIE KOJUTATEPATbHBIE apTepun 6€3 CTEHO3WPOBAHWSI TIPU CIIOXKHBIX
BIIC
1.4.3. Orxoxnenue JIA or OAII nnu 60IBIINX A0PTO-JIETOUHBIX KOJUTATEPATbHBIX apTepyit
0e3 CTeHO3UPOBaHUS TP CIOXKHBIX BITC
Jpyrue BIIC ¢ yBeTmueHHBIM JIETOYHBIM KPOBOTOKOM
Komounamus BIIC ¢ yBeam4eHHbIM JIETOYHBIM KPOBOTOKOM

2.1. CTeHo3 u/WIM THNONJIA3MS JIETOYHBIX BEH

2.2. Tpexnpencepanoe cepaie

2.3. BpoxeHHblii MOPOK (CTeHO3 H/WIN HEAOCTATOYHOCTh) CHCTEMHOT0 ATPHOBEHTPUKYJISAPHOTO
KJIanaHa

2.4. PeCTPHKTHBHOE MeXKIpeICcepaHOe COOOIIEHNE PU ATPE3NH APTEPUATHHOTO ATPUOBEHTPUKYJISAP-
HOT0 KJIanaHa WJIH MOPOK aPTEPHATLHOIO ATPHOBEHTPHUKYJISIPHOTO KIanaHa (CTeH03 1/Wid HeJIoCcTa-
TOYHOCTH) Y 00JIbHBIX C YHUBEHTPUKYJISIPHOI TeMOAMHAMMKO#

2.5. BpoxaeHHblii NOPOK (CTEHO3 H/HJIM HEOCTATOYHOCTh) A0PTAJIBHOTO KJIANIAHA

2.6. Koapkranus, runonia3usi Wjim nepepbis Ayrd a0PThl

2.7. IlaTonorusa cucteMHoro xemnynouka npu BIIC

2.7.1. Tunomnia3ust CUCTEMHOTO XeJly104yKa

2.7.2. ®ubpo31acTO3 FIHAOKAPAA CUCTEMHOTO KeJTyI0uKa

2.7.3. BolpaxkeHHast TMIIepTpodusi CUCTEMHOTO XeJTyI0uKa

2.7.4. InutenpbHoe (pyHKIMOHUPOBaAaHUE MOP(DOJOrMYECKHU ITPABOTO KeJyI0UYKa B YCIAOBUSIX
CUCTEMHOU LIMPKYJIALUN

2.7.5. BoIpaxkeHHOE BTOPUUYHOE CHUKEeHUE (PYHKIIMOHATBHOM CITIOCOOHOCTU CUCTEMHOTO XKeJTy-
nouka rpu BITC

2.7.5.1. ipy MaTOJOTUM KOPOHAPHBIX apTepuii (AHOMaJIbHOE OTXOXIEHNE KOPOHAPHBIX apTepuid
ot JIA, KopoHapo-cepaeuyHble U KOPOHAPO-JIerouyHblie (PUCTYJIbI U JIP.)

2.7.5.2. ipy MaTOJOTUM KOPOHAPHBIX BEH (CTEHO3 MJIM aTpe3usi KOPOHAPHOTO CMHYCa U JIp.)
2.7.5.3. BTOpMyHOE CHUKEHUE (DYHKIIMOHATbHOM CIIOCOOHOCTH CUCTEMHOTO XXeTya0uKa BCJIeI -
ctBue npyrux BITIC

2.8. Kapnuommnonarusi, pa3BuBIascs NpeHATAIbHO

2.9. HoBooOpa3oBanus ¢ 00CTPYKIIMEii JIEBbIX OTIEJI0B CepPla, PA3BUBIIKECS MPEHATAIbHO

2.10. BIIC c cerMeHTapHbIM 3aTpPyJAHEHHEM OTTOKA M3 MAJIOr0 KPyra KpoBooOpaieHus

2.10.1. CTeHO03 4yacTH JETOYHbBIX BEH WM KOJJIEKTOPa C YaCTUYHBIM aHOMAaIbHBIM APEeHaKeM
JIETOYHBIX BEH

2.11. [Ipyrue BIIC c 3aTpyaHeHrneM OTTOKA M3 MAJIOro Kpyra KpoBOOOpaIeHus

2.12. Komounamusa BIIC c 3aTpynHeHreM OTTOKA U3 MAJIOTO Kpyra KpoBoOOpauieHust

L.
1.
L.
L.
L.
1.
L.
L.
L.
1.
L.
L.
L.

R

Tlpumeuanue. ¥ — MOMUMO MPEKAMWILISIPHOTO MOXKET UMEThCS MOCTKAMMUISIPHBIM KOMITOHEHT JIerouHoit runepreH3un. BITIC — BpoxkneHHbIN
nopok cepana; JIT — nerounas rurneprensus; JIMIIIT — nedekt mexnpencepaHoit nmeperopoaku; JIMXKIT — nedekT MexkKeTy109K0oBOI Tiepe-
ropoaku; OAIT — OTKpPBITHIN apTepuaibHblii TPOTOK; JIA — jlerouHast aprepusi.
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Topoauesckuii C.B., Illmanvy A.A. JnarHocTHKa JIETOYHO TMTIEPTEH3MH, aCCOIIMUPOBAHHOM C BPOXKICHHBIMY MIOPOKAMH CEPAIIIA. ...

KPY>XKeHUsT 1 0OMOPOKU OOBIYHO BO3HUKAIOT MpU (HU3U-
YeCcKOM Harpyske M oOyCJIOBJIEHbBI TTaAeHUEeM CHUCTEMHOTO
apTepUalIbHOTO NaBjieHUs (M3-3a HEJ0CTaTOYHOTO YBEJIM-
YeHUsI CepAeYHOTo BBIOpOCA TP HeaJeKBATHOM HAITOJI-
HEHUM CHUCTEMHOTO XXeNydo4yka) W TUITOKCHEM Mo3ra
(puc. 3) [27]. OO6bIYHO OOMOPOKM TMPOAOIKAITCI 2—5
MUH, nHorga 10 20—25 MUH U KyIUPYIOTCST CaMOITPOM3-
BOJILHO [2, 22, 24, 28]. ¥V GOJBbHBIX ¢ BHYTPUCEPACYHBIMU
KOMMYHUKAIUSIMHA (CHHIPOM Di3eHMEHTepa W OT4aCTU
JIETOYHas apTepuaabHas TUIIEPTEH3US TPY MaJIbIX,/COIyT-
CTBYIOIINX IedeKTax) yKa3aHHbIe CUMITTOMBI BBIPAXKEHBI
B MEHBIIIE} CTeTIeH! WX pa3BUBaroTcs mosxke [5, 10—12].

ITpu cunapome DitzeHMeHTepa HaOII0AaeTCs LIMaHO3
U TIPU3HAKW CUCTEMHBIX OCJOXHEHUM — TMOJULIMTEMMUSI,
nedopManus OUCTaNIbHBIX (ajlaHT TaJbleB MO THITY
OapabaHHBIX IMAJIOYEeK M YACOBBIX CTEKOJI, HapylleHHe
OCaHKM BCJIEACTBME OCTEOapTPOINaTUM M CKOJMOo3a,
JIETOYHBIE W TIapaJoKCaJbHbIe CUCTEMHBIE TPOMOO3BI
1 SMOOJINM, KPOBOTEUEHHUSI, CUMITTOMBI TTOAATPBI U XOJIe-
JINTHA3a, HapylleHne (GYHKIMU TToveK u ap. [4—6, 8—13,
18, 22, 23, 25, 29-31]. [lpu mOBBILIEHUU JIETOYHOTO
COCYIMCTOTO COTIPOTUBIIEHUSI U CHUXEHUU JIETOUHOTO
KPOBOTOKA Y MAIIMEHTOB C UICXOIHO LIMAHOTUIHBIMU BPO-
SKIEHHBIMU TTOPOKaMHM (C OU- MM YHUBEHTPUKYJISIPHOMI
reMOJMHAMUKOM) TUTTOKCEMUS U €€ CUCTEMHBIE OCIOXK-
HEHUsI TPOTPECCUPYIOT.

IMpn «cUHWX» BPOXIEHHBIX TMOPOKAX M CUHIPOME
Dil3eHMeHTepa MMeeTCsl IeHTPabHBIM ITMAaHO3, KOTO-
pBIii OOYCJIOBJIEH JecaTypalleil apTepuaJbHOM KpOBU
BCJIEICTBUE €€ BHYTPUCEPJAECYHOTO BEHOAPTEPHUATbHOTO
myHTa. LleHTpanbHbII [IMaHO3 JTy4Ille 3aMeTeH B XOPOIIIO
BaCKYJISIpPU3UPOBAHHBIX TKAHSIX — Ha Ty6axX W CIU3UCTBIX
obonoukax. Jlpyras mpunumHa LeHTPaJIbHOTO IIMaHO3a —
HeJI0CTaTOYHAsl OKCUTEHAIIMsT KPOBU TIPU 3a00JIeBAHUSIX
JIETKUX U JIETOYHBIX COCYIOB [32].

INepudeprueckuii 1MaHO3, WM aKPOIIMAHO3, BO3-
HUKAIONIWIA TIPY HOPMaJIbHOM HACBIIIIEHUN KUCIOPOIOM
apTepuaJbHON KPOBU, BbI3BaH TTOBBIIIEHHONW 3KCTpaK-
LIMeil Kuciaopoaa TKaHSIMU W HaOJIIomaeTcss Mpu HU3-
KOM Cep/ieuHOM BbIOpoce (B TOM 4YUCJIE TIPU JIETOYHOM
TUTIEPTEH3UW) W/WIW TIpA cha3Mme mnepudepuyecKux
cocynos [32]. Ilepudepnueckuii ImaHo3 JIydille 3aMeTeH
B TKaHSIX C 3aMeJIEHHBIM KPOBOTOKOM — JWCTAJIbHBIX
YacTAX KOHEUHOCTEM, YaCTO XOJMOAHBIX U JIUTTKUX.

Ha BusyanbHOe BocrpusiTUe IIMaHO3a abCOJIOT-
HOe colepKaHhe HEOKCUTeHMPOBAHHOTO TeMOTIIOOMHA
apTepuabHOW KpOBM BJIUsAEeT B OOJBIIEH CTETeHH,
YyeM OTHOIIEHWE KOHIEHTpaIWii OKCUTEHHPOBAHHOTO
U HEOKCUTeHHWpPOBAaHHOTO remorjgoouHa. [lostomy
MpU  OOWHAKOBOM HACBHIIIEHUM KPOBU KUCIOPOIOM
y TAlMEeHTOB ¢ aHeMUel IIMaHO3 3aMeTeH B MEHbIIIei
CTeTIeHH, a C MOJIMLITeMueit — B OoJbieii [32].

Cunzpom DifseHMeHTepa TIPY OTKPHITOM apTepHralib-
HOM TMPOTOKE COMpoBoXkaaeTcs: AudhepeHIIMPOBAaHHBIM
IIMaHO30M C HOPMaJIbHBIM HACBIIIEHUEM KPOBU KHUCIIO-
pPOJIOM Ha pyKaxX M CHWXXEHHBIM Ha Horax [5, 9—12, 22,
23, 25, 29-34]. duddepeHIIMpOBaHHBIN 1ITMaHO3 — TTOXa-
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Puc. 3. JInureibHbIA HHBA3UBHBIH MOHUTOPHHT TABJIEHHUS C Ka-
TeTepu3alueii JerouHoil apTepun 4epe3 sipeMHYI0 BEeHY U JIyde-
BO# apTepuy y NAUMEHTKU C MIMONATUYECKON JIeroYHoii rumep-
Ten3ueii [27].

Bo Bpemsi nperoOMOPOYHOTO COCTOSIHHSI TMOBBINIAJIOCH ABJIE-
HHE B JIETOYHOI apTepu U MOCTENEHHO CHIKAIOCh CHCTEMHOE
AJl, Bo BpemMs 00MOpOKa majgajau cuctemuoe A/l W naBieHne
B JIETOYHOIl apTepun; (ha3a BOCCTAHOBJIEHHSI COMPOBOKIAIACH
noBbimenneM Kak AJl, Tak W JaBjeHHS B JIETOYHOi apTepuu
¢ MOCJIeYIOMIM BO3BpanIeHneM K ucxoquomy. JIA — jierounas
aprepusi; A/l — aprepuanbHoe AaBJieHHE.

Fig. 3. Invasive pressure monitoring with pulmonary artery cath-
eterization through the jugular vein and radial a rtery in a patient
with idiopathic pulmonary hypertension.

JIyid, €IWHCTBEHHBIA MaTOTHOMOHWYHBIN KITMHWYECKHIA
CHAMIITOM, TIO3BOJISTIOIINI He TOJBKO TIOJYYUTh AaHHEIE,
MOATBEPKAAONINE JIETOYHYIO TUIEPTeH3UI0 /WU BPO-
SKIEHHBIN MOPOK CepAlia, HO M ¢ BEICOKOI BEPOSITHOCTHIO
MOCTaBUTh JWArHO3 TPU TIEPBUYHOM OOCIIEIOBAHUU
(MCKJTIOUMB TIPEIYKTAJIbHYIO KOapKTaluio aopthl). CuH-
IpoM DitzeHMeHTrepa TPy TPaHCTIO3UILIUKY MaruCTpabHbIX
apTrepuit 1 aHoMaiuu Tayccur—bBuHTa ¢ OTKpPBITBIM apTe-
pPUATBHBIM IPOTOKOM MPUBOAMT K 0OpaTHOMY TuddepeH-
LIMPOBAaHHOMY LIMAHO3Y — OOJIBIIIMM HACBIIIEHUEM KPOBU
KHCJIOPOZOM Ha HOTaxX M MEHBIIIMM — Ha pyKkax [32].

Y mnmauuMeHToB ¢ TSKEIOW JIETOYHOM COCYIMCTOM
00JIe3HbIO, HO COXPAHSIIOIIMMCSI MUHUMAJbHBIM apTe-
PHMOBEHO3HBIM COPOCOM IIMaHO3 B MOKOE MOXET OTCYT-
CTBOBATh M BO3HUKATh MPU (hU3NIECKOI HArpy3Ke M3-3a
peBepcum coObpoca. B sTOM cilydae OOBIYHO MMeeTCs
nosuuuremus [5, 9—12, 22, 29—32]. [Ipu BpoxXIeHHBIX
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MopoKax cepala ¢ MOCTKAMWUISIPHON JIETOYHOU TUTep-
TEeH3Uel M3-3a 3aCTOMHBIX SIBJICHUI B JIESTKUX B HOUHBIE
yachl MOTYT HapacTaTh OfbIIIIKA, HAOTIOAATHCS OPTOITHOD
W HeTIPOIYKTUBHBIN Kaienb [2, 4, 22, 24].

IMocne onepanyn @oHTeHa Haxke HEOOJbIIAS JIETOY-
Hasl TUIIEPTEH3UsI OOYCJIOBJIMBAET, C OJHOW CTOPOHHBI,
BEHO3HYIO TUITEPTEH3UIO C 3aCTOMHOU CEepIeYHON HEI0-
CTaTOYHOCTBIO, THUIPOTOPAKCOM, OeJTKOBOIE(hUIIMTHOMN
SHTEpONaTHUel M TUTACTUYECKUM OpPOHXWUTOM, C APYroi
CTOPOHBI — HEIOCTAaTOYHBIN TMPUTOK KPOBM K CHUCTEM-
HOMY XeJIyIOUYKY C HU3KUM CepACYHbIM BBIOPOCOM,
OJIBIILIKOM, CcepaleOueHueM, YTOMIISIEMOCTBIO, CJ1abo-
CThIO U CHMXXEHUEM TOJIEPAaHTHOCTH K (pu3nyecKoi
Harpyske [5, 6, 8, 10—12, 13, 18, 23, 32].

Ob30Pbl JINTEPATYPbI

Bo Bcex monrpymmax JIeTOYHOM TUIEPTEH3UU
MpU BPOXIEHHBIX TMOPOKaX MOXET HaOiomaThcs 00Jib
B obiactu cepaua. boib yailie HOCUT HeompeneaeHHbI
XapakTep: JaBsIiasi, HOMIIasl, KOJIoIIasi, CKuMaroIas,
6e3 YeTKOTo Havasia, MPOIOLKUTEILHOCTBIO OT HECKOJTb-
KUX MHUHYT J0 CYTOK, YCWIMBAeTCS TPpU (HU3NIECKOM
Harpy3ke, He KYMUpPYeTcsl HUTporiuiepuHoM [1-—3,

22—24]. OgHako BO3MOXHA 1 TUITMYHAsI CTCHOKAPIUS —
WHTEHCUBHBIE TIPUCTYIIBI CXXUMAIOIIMX 00JIeit 3a rpynu-
HOI ¢ Mppaaualiueii B JIEBYIO JIonaTKy U pyky. [IpuunHoii
WIIEMUU MUOKap/ia MOXET CIY>KUTh KaK OTHOCUTEJIbHAsI
KOpOHapHasi HeIOCTaTOYHOCTh BCJIEICTBUE HU3KOTO Cep-
JIEYHOTO BEIOPOCA, CUCTEMHOM TUTIOKCEMUHN U TUTIEPTPO-
(UM C TOBBIIIIEHUEM HATIPSDKEHUS TIPABOTO KeTyno4Ka,

Puc. 4. CnaBnienue JieBoii KOPOHAPHO¥ apTepPUH PACHIMPEHHBIM JIETOYHBIM CTBOJIOM Y MANMEHTKH C Ie()eKTOM MEKIPeICePIHOIi mepe-
TOPOJIKH, JIETOYHOI apTepUaIbHON rHIePTeH3uei u cTeHoKapaueii [35].
a — KOMIIBIOTEPHAS TOMOTpaMMa, 0 — ceJIeKTHBHas KopoHaporpamma. PA — jierounas aprepus; B, C, D — KoMnpeccus cTBoJia JieBoii

KOPOHAPHOIi apTepuy HA PA3JIHYHBIX YPOBHSX.

Fig. 4. Compression of the left coronary artery by the dilated pulmonary trunk in a patient with atrial septal defect, pulmonary arterial
hypertension and angina pectoris. a — computed tomography, 6 — selective coronary angiography.

Puc. 5. TIpnunHbl KPOBOXAPKAHBs Y OOJBHBIX € JIETOYHOIi rUNepPTeH3ueil NPU BPOXKIEHHBIX MOPOKAX Cepaua.

a — aopTo-JeroYnbie KoJUIaTepajbHble apTepun (yKa3ansl crpeikamu) [38]; 6 — ruranTcKkue aHeBpU3MbI BeTBeil
JIETOYHO¥ apTeprH C BHYTPUCOCYAUCTHIM TpoMOGo3om [10].

Fig. 4. Causes of hemoptysis in patients with pulmonary hypertension with congenital heart disease.

a — aorto-pulmonary collateral arteries (indicated by arrows) [38]; 0 — giant aneurysms of the branches
of the pulmonary artery with intravascular thrombosis [10].
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TakK U clIaBJIeHUE JIEBOI KOPOHAPHOI apTepuu IUJaTUpO-
BaHHBIM JIETOYHBIM cTBOJIOM (puc. 4) [1-3, 24, 35, 36].

[Tpu pnTeNbHO CyIIECTBYIOIIEH IETOYHOM TUTIEPTEH-
3UM HEPEJKO HaOII0AAI0TCS KPOBOXapKaHbe U JIETOYHbIC
KpPOBOTEUEHHUSI, OOYCIOBJIEHHBIE pa3pbIBOM MaTOJIOTUYE-
CKMX JIETOYHBIX KOJUIaTepabHbIX apTepuii U3 OOJIBIIOTO
Kpyra kpoBooOpatieHust (puc. 5) [2, 5, 10—12, 22, 24,
37, 38]. Ipyras nmpuynHa KpOBOXapKaHbs — WHQAPKTHI
JIETKOTO BCJIEICTBME TPOMOO3a aHEBPU3MATUYECKU pac-
IIUPEHHBIX JIETOYHBIX apTepuil MpU HU3KON CKOPOCTHU
KpoBoTtoka [10, 22, 24, 39].

Bo3MOXHBI TakxKe CAaBlIeHHUE IUIATUPOBAHHBIMU
JIETOYHBIMU apTePUSIMUA BO3BPATHOTO FOPTAaHHOTO HEpBa
(C OXpUIUIOCTBIO TOJioca), OpPOHXOB, TKaHU JIETKUX
W BEpPXHEW ITOJIOW BEHBI C COOTBETCTBYIOIIEU KIMHUYE-
ckoii KaptuHoii [32, 40, 41]. Pa3pbIB JlerouHbIX apTepuii
MOXET TIPUBECTH K cMepTH. Bo Bcex moarpymmnax maim-
TEJbHO CYIIECTBYIOIIEH JIETOUHON THUIePTeH3UN M3-3a
rurepTpod®unu U aujaTallMy TPaBbIX OTHEIOB cepila
MOTyT HaOmoaarbest aput™Muu [1, 4, 9, 22]. CnencrBueM
HEIOCTaTOYHOCTH KPOBOOOPAIIIEHUSI CIIY>KUT OTCTaBaHNE
B pa3BUTHUM y neTeit [4, 9, 22].

Jleeounwblii  eunepmeH3uoHHbIl  Kpu3 'y TIAlIMEHTOB
C JIETOYHOU TUIepTeH3Ueil — ObICTPOe U OTHOCUTEIBLHO
IJTATEJIbHOE  TIOBBILIEHUE  JIETOYHOTO  COCYAMCTOTO
COTPOTUBJICHUSI, KaK TMPaBUIO0 OOYCJIOBJIEHHOE pa3iny-
HBIMU MPOBOLMPYIOIIMMU (akTopamMu — (pU3nIecKoi
Harpy3koi, cTpeccom, ruroBoyiemueid u ap. CHIXKeHue
JIETOYHOTO KPOBOTOKA M CEpAeYHOro BbIOpoca, Hapa-
CTaHWe TUTIOKCeMUHM, Turionepdy3usi U TUMOKCHUS TKa-
Hell TIpu JIETOYHOM TUIEPTEeH3MOHHOM KpU3e WHOTIa
COIPOBOXAAETCS MoTepell co3HaHus. JlerouHslit rumnep-
TeH3UOHHBI KPU3 MOXET IJIUThCSI HECKOJbKO YacoB
U CYTOK, KyTTMPOBaThCSI CAMOCTOSITEIbHO, TTOC/IE JIEYSHMST
WJIM IPUBECTH K JIeTaJlbHOMY ucxony [3, 5, 10—12, 24].

B cnyyae ecnu nerovHbIN TMIIEPTEH3UMOHHBIM KpuU3
pa3BUBaeTCs y TMallMeHTa ¢ BHYTPUCEPAECYHBIMU KOMMY-
HUKaIUSIMU, Ha TIOCAEAHUX TOSIBISIETCS WJIM YCUJIMBa-
eTcsl BeHoapTepHallbHbIN COpOC, UTO B M3BECTHOI Mepe
MpeaoTBpallaeT HeJOCTaTOUHYIO MPeIHATrPy3Ky CUCTeM-
HOTO KeJyJ0uKa, CUCTEeMHYIO TMIIOTeH3UI0 U KPUTUYE-
CKO€ YXYIIIIEHUE COCTOSIHUS 1IeHON HapacTaHWsl TUITOK-
cemuu |5, 10—12]. Hanmnune v BO3MOXHOCTb YBETUYECHMUST
BeHOapTepuaIbHOrO cOpoca 00ecrneunBalT OOJbIIYIO
MPOMOJIKUTEIBHOCTh KM3HU TMAllMEHTOB C CUHIPO-
MOM DW3eHMeHrepa, YeM Tpu pe3uayalbHOI JeTOYHOM
runepteH3un [42].

AHamHe3 3a0oJieBaHUsI JIOJDKEH BKIJIIOYATh McCYep-
MbIBAIOIIME CBEACHUSI O BPOXIEHHOM IIOpOKEe cepilia,
XUPYPrUYeCKUX U BHIOBACKYJSIPHBIX OIepauusix, MX
pe3yJIbTaThl, TPOTOKOJIBI  OOCJIENOBAHUMN, CBEACHWUS
0 MEJIMKAMEHTO3HOM Teparuu 1 COMYTCTBYIOIIUX 3a00J1e-
BaHusx [1-5, 8—13, 18, 22, 23—26]. Y maimeHTOB ¢ BPOXK-
JNIEHHBIMU TIOPOKaMM, TIPEIoNaraloliiMiu  MacCUBHBIN
apTepHMOBEHO3HBI COpPOC, HEOOXOIUMO BBISICHUTDH JWHA-
MUKY 9aCTOTHI ¥ TSDKECTA OPOHXOJIETOYHBIX 3a00JIeBaHMI,
y OOJIbHBIX C CUHAPOMOM Di3eHMeHrepa U UCXOIHO 11a-

HOTUYHBIMU TIOPOKAMU — CPOKU TTOSIBJIEHUST TUTIOKCEMUU
u ee oclioxHeHMi. HeoOxonnmMo OIEHUTbh WIM UCKITIO-
YWATh BKJIAN JPYrMX MPUUMH JIETOYHON TUIEPTEH3UM:
HEJIOHOIIEHHOCTH M HU3KOI MacChl Tejia Mpy pOXKIEHUH,
TeHETUYECKOW I1aToJIOTMK, 3a00JIeBaHUI COEIUHUTEb-
HOI1 TKaHU, MopTajibHOI TunepreH3un, BUY-unbexmu,
npuema JIeKapCTBEHHBIX CPEACTB U TOKCMHOB, MpeObIBa-
HUs B BBICOKOTOpbE, 3a00JIeBaHUI JIETKWX, BEHO3HBIX
TpoM06030B 1 1p. [1-5, 9—12, 2426, 32].

IIpu puszukanbHOM HCCIIeTOBAHUU OTIPEACIISIIOT CUM-
NTOMBI KaK JIETOYHOM TUMEPTEH3UU, TaK W BPOXKIEH-
Horo mopoka cepaia. OcMoTp HEOOXOIUMO MPOBOIUTH
«C TOJIOBBI 10 HOm» [1-5, 9—12, 23-26, 32], obOpaiuas
BHUMaHUE Ha Clielyioliee:

— OOIIMIT BUJL M COCTOSTHUE TIMTAHUSI;

— MIPU3HAKU TEHETUYECKUX CUHIPOMOB U CUCTEMHbBIX
3a00JIeBaHMIA;

— LIBET KOXMU;

— necopMalusl TUCTAIbHBIX (DajlaHT MaJIbLIEB MO TUITY
OapabaHHBIX MMAJIOYEK M YACOBBIX CTEKOJI HA pyKax M HOTax;

—4acToTa IbIXaHWsI U OJIBIIIIKA;

— necdopmaliusl TPyIHOW KIETKU (CepaeuHbiii Topo
W 1p.) U TO3BOHOYHUMKA, IIpaMbl OT TPEAIIECTBYIOIINX
XUPYPTUUECKUX BMEIIATEIbCTB;

— yBeJMYeHue u hopMa K1UBOTa;

— nieprdepruIecKre OTeKH;

— pacuIMpeHue 1 MmyJIbcalius SipeMHbBIX U APYTUX BEH.

Ilpu nmanpnauym y aeTteid M XymOIIABBIX B3POCIBIX
MOXKHO OTIPEIEIUTh CePACYHbIN TOJYOK (MTPU HOPMaJTbHOM
pacroJioXXeHUM ceplia — B JIEBOH MapacTepHaJIbHOM o0J1a-
CTH) Y BIUTACTPAJIbHYIO MYyJIbCALIMIO, CO3/1aBAEMbIE YBEIM-
YEeHHBIM TIPaBBIM XeayaoukoM [1-5, 9—12, 23-26, 32].
B ciiyuae npaBoxkeny10uKoBOI HETOCTATOYHOCTH MaJiblia-
TOPHO OMpPEACIISIOTCS Tieprudeprudeckre 0TeKH, yBelInue-
HUE TMEeYeHU U aClIUT.

JnarHocTuyeckasi 1IEHHOCTb ayCKyJIbTallud 3aBUCUT
OT CJIOXXKHOCTM TPUBEIIIET0 K JIETOYHOW TUIePTeH3UU
nopoka [1-5, 9—12, 23-26, 32, 43, 44]. [1pu HOpMaTbHO
c(hopMUPOBAHHOM CepIILIe W «ITPOCTHIX» eheKTax 1o Mepe
MPOTpecCUpoBaHUsI TUTIEPTEH3WU YCUJIMBAETCSl aKIEHT
11 ToHa Hag neroyHolt aprepueli (3a cueT yCUIeHUs 3ByKa
3aKPBITHSI JIETOYHOTO KJIaTlaHa), TIOSIBJISIIOTCS] U TTPOTPECCH-
PYIOT CUCTOJIMUECKUI 1ITYM TPUKYCITUIATBHON HE0CTaTOU-
HocTH (M3-3a AuaTaiuu (puOpPO3HOTO KOJIbIa U BEICOKOTO
NABJICHUST B TPABOM KEJIyJI0YKe) U AUACTOJIMYECKUI TITyM
HEJI0CTaTOYHOCTH KJIaraHa JISTOYHOI apTepun (13-3a Injia-
TallMM JIETOYHOTO KOJIblIA U BBICOKOTO JAaBJIEHUS B JIETOU-
Hoil aprepuu). JIMacTosMyecKuii 1IyM HEIOCTaTOYHOCTU
KJlarnaHa JierouHoi aprepuu — myMm Ipaxema—Cruia —
BBICJTYILIMBAETCSI BO BTOPOM-TPETbEM MeXXpeOepbe cieBa
OT IpyAUHBI, HAUMHaeTcs cpasy rocie Il ToHa, xapakrepu-
3yeTcsl KaK TUXUM, «TyIOluii», YOBIBAIOIIUIA U HE MPOBO-
JIATCSI, B OTJIMYME OT IIIyMa a0pTaIbHON HEMOCTaTOYHOCTH,
B ITPaBYIO MapacTepHaIbHYIO 00J1aCTb.

Tlpu TporpeccupoBaHWM  JIETOYHOW  COCYIMCTOM
00JIE3HU Y MAIIMEHTOB C MOCTTPUKYCITUAATBHBIMU Je(eK-
TaMM OCJIabeBaeT U MOXKET MPAKTUIECKU NCYE3HYTh CUCTO-
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JIMYECKUIA 111yM cOpoca (oTpaXaroliyii rpaiueHT JaBIeHUs
MeXKIy JIeBBIMU 1 TTPaBbIMU KaMepaMU CepIIlia) U paciiern-
nenue Il ToHa cepama (oTpaxaroliiee 3amo3aanoe 3aKpbi-
THE JIETOYHOTO KJIaraHa T0 CPaBHEHUIO C aopTaJIbHbIM
MpHU JIETOYHOU TunepBojemMun) [4, 5, 9—12, 32, 43, 44].
Jpyrve aycKyJbTaTUBHbIE TPU3HAKU — CUCTOJIMYECKUI
IETYOK (OTpaxaeT OpOCOK KPOBU B paCIIMPEHHYIO JIETOY-
Hyto apTepuio B cuctoiy), III u IV toHsl cepnia (orpa-
JKAIOT TIPABOXKETYIOYKOBYIO HEIOCTATOUHOCTbD).
BbiaennTh pyu3HaKy JETOYHON TUTIEPTEH3UU U3 ayC-
KYJTBTaTUBHBIX JTAHHBIX CIIOXXHBIX BPOXIEHHBIX ITOPOKOB
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