Practice Observations HabnwodeHus u3z npakmuku

HayuHas ctatbsa

¥AK 616.131-007.22
https://doi.org/10.24412/2311-5068-2024-12-1-67

PEAKASA MNATOIOINA B KAPAVNONOIMMYECKON MPAKTUKE - NAUOMATUYECKAA NNEFTOYHAS
APTEPUANIbHAA TMNEPTEH3UA Y TPEXJIETHETO PEBEHKA
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BukTtopusa BnaaummnposHa LLlampaeBa?, AHactacusa BnagumupoBHa TpeTbsikoBa?
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AHHOTaumsa. Vignonatnyeckas (NepBuYHas) apTepranbHas erouHas runepTeHsns y 4eTein npescras-
NSIeT OYEHb CEPbE3HYIO M aKTyasibHYH NpobieMy BO BceM Mupe. 3abosieBaHme KpaliHe pesko BCTpeYaeTcs,
NMeeT Cepbe3Hbl MPOrHO3 AN XXU3HU U3-3a YTPO3bl Pa3BUTUS BHE3AMHOW cepaedHol cMepTu. [MpeacTas-
JIeH Clyyalt AnarHoCTUKM 3aboneBaHns y TpexeTHel AeBOYKYM, KOTopas Havana nosydyaTb Tepanuio Hece-
NeKTVBHbIM aHTaroHNMCTOM 3HAOTENIMHOBBIX PELLENTOPOB U TPebyeT AasibHeNLero TLaTelbHOro KOHTPOAS.
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3€HTaH.
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Abstract. Idiopathic (primary) arterial pulmonary hypertension in children is a very serious and urgent
problem worldwide. The disease is extremely rare and has a serious prognosis for life due to the threat of
sudden cardiac death. A case of diagnosis of the disease in a 3-year-old girl who began receiving therapy
with a non-selective endothelin receptor antagonist and requires further careful monitoring is presented.
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MNoBbiWeHWe JaBneHVMA B MaJloM  Kpy-
re KpoBooObpalleHVsa y AeTeil npeacraBaseT
coboi yactoe sABAeHME W Habatogaetcs npwu
MHOTNX 3ab0seBaHNAX CepPAEYHO-COCYANCTOM
CMCTeMbl M annapaTta BHeLLHero AbixaHusa [1].
Kputepriem nerouHon runepreHsvm sBASETCS
COCTOAHWE, MPWN KOTOPOM BbISABAEHO MOBbILLE-
HWe CPesHEero AaBJeHNs B IETOYHON apTepumn>

20 MM pT. CT., onpeseneHHOe MeToA0M KaTeTe-
pu3aummn cepaua y AeTei cTaplue Tpex Mecs-
LeB B COCTOAHMM nokosa [2]. B knaccndukaymm
NErOYHON apTepuanbHOW TUMEPTEH3UW, NPU-
HaTon BO3 B 2003 rogy [3] anarHo3 nanonatu-
YEeCKOW NEroYHON apTepuanbHON rMnepTeH3nm
(UWNIAT) yctaHaBanBaeTcA B Cay4dae UCKAKO4Ye-
HUA APYrMxX BO3MOXHbBIX MPUUYNH Pa3BUTUS
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3aboneBaHNA: yYalle BCEro 3TO BPOXAEHHbIe
NMOpPOKKN cepaLa nan ero npuobpeTeHHble 3a-
6oneBaHWa, NaTONOrNA AblXaTeNbHOW CUCTEMbI
(HanpvMep, MHTepCTMUManbHble 3aboneBaHuna
Nerknx n np.), TpomboTnyeckne nam ambon-
yeckne 3aboneBaHMA (Hanpumep, seroyHas
3M60ANA MHOPOAHBIM TesoOM, MapasuTapHas
amboana n np.), nerovyHas aptepuanbHas ru-
nepteHsuna (JIAl), accoummpoBaHHaa C Cu-
CTEMHbIMM 3a60NEBaHNAMU COEAMHUTENBHON
TKaHW, NopTanbHOW runepTeH3nen, BUY-nh-
dekumen, nekapcTBEHHbIMU N TOKCMYECKMMMN
BO34ENCTBMAMK, C [IMKOreHO3aMu, remMorno-
6rvHOMaTMAMM M NpoYee.

VAT ycTanaBavBaeTca, Korga npoBejeH-
Hoe obcnesoBaHve He MO3BO/IAET BbIBUTb
npuunHy 6onesnm [1,2,3].

B pasBuTMM neroyHom runepreHsun y
AETeEN MOXHO BblAennTb Tpu cTagmn. Ha 1-n
CTajun  yBEeJIYEHHOEe JIefOYHOe JAaBleHue
ABNAETCA €AMHCTBEHHOM TreMoAVHaMUYeCcKom
aHOManven. bosbHble HE MMEHT OTYETAUBBIX
cmmMnToMoB 3abosieBaHmA. MoxeT oTMevaTbCa
oAbllwKa Npn GM3MYecKon Harpyske, KoTopas
YacTo He HaCTOpaXKMBaeT Bpayven W, Kak npa-
BWIO, CBA3bIBAETCA C JEeTPEHWPOBAHHOCTbIO
opraHu3ama. Korga npoucxoaut ymeHblueHue
cepaeyHoro Bblbpoca (2-a cTagma), NosBas-
eTcA pa3BepHyTas KAMHWYeCcKas CUMMNTOMa-
TUKa B BMAE TMMNOKCEMMUM, OAbILIKK, CUHKOME.
[laBneHve B NErOYHOWN apTeEPUMN COXpaHAeTCs
Ha CcTabuibHO BbICOKOM ypoBHe. Ogblwwka 1
YyTOMAAEMOCTb — Hanbonee yacTble CUMMTOMb!
WJTAT. O6mopoku MoryT 6biTb ¥ 31% aeTten ¢
WNTAT 1 cuntarotca TpeBOXKHbIMU NPU3HAKaMMU,
yKa3blBaOLWMMN Ha Ba304YBCTBUTENLHOCTL [4].
HekoTopbix geTei owmbOYHO feyat OT Cyao-
POXHbIX PAaCCTPONCTB, OCOBEHHO CBSA3aHHbIX C
du3nyeckon Harpyskou [2]. B amtepatype onu-
caH cnyyau 4-netHero pebenka ¢ AT, y ko-
TOPOro nepBoOHaYanbHO Obl1 ANArHOCTMPOBAH
pedpakTepHbIA HOYHOW NpUNasokK [5].

C nosBneHvem MNpaBOXeNyAOYKOBOMW He-
AOCTaTOYHOCTU HacTynaet 3-A cTagma 3abo-
neBaHus. Mpn 3TOM, HECMOTPA Ha CTabuabHO
BbICOKME 3HAaUEHWS NErOYHOro AaBieHUs, pes-
KO MnajaeT CepAeYHbln BbIOBPOC, MOSABAAOTCA
BEHO3HbIA 3acTON W nepudepunyeckne oTeku
[1]. Mpwn NNAT unmaHO3 BO3HMKAET NpU Haan-
YN MPEACEePAHOro LWyHTa. XPOHMYECKUU 1
YXyALIAHOLWNNCA LMaHO3 NpuBeAeT K MoBblLle-
HUIO rematokpuTa. [loanuyutemmns ceAzaHa C
rONOBHbIMM 6ONSIMM M MOBbILEHHBIM PUCKOM
Tpomb03a. KpoBOxapkaHbe MOXET BO3HMK-
HYTb BCIEACTBME HaPYLLEHNIN CBEPTbIBAEMOCTU

KPOBW, NHPAPKTOB SIerknx ¢ BTOPUYHbIM apTe-
pyvanbHbIM TPOMOO30M, M3-3a JIETOYHbIX Tene-
aHTNIKTa3nM N y HEKOTOPbIX MaLMeHTOB M3-3a
MNOXO KOHTPOJMPYEMOW aHTUKOArylsaHTHOM
Tepanuu [4].

MpPoA0KNTENBHOCTD KaX 0N CTagnmn MO-
XeT ObITb Pa3NMUHON. Y ofHUX AeTeill 6one3Hb
npoTekaeT H6bICTPO, 1 OT CTaAMU MUHUMAJIbHBIX
reMoVHaMMyecknx N3MeHeHnn Ao feTalbHO-
ro NcxoAa NpoxoauT He bonee 6 mec. B apyrux
Clyyasx 3TOT nepwog gocTuraeT 6 set n 6onee
[1].

3aboneBaHne 4acto MVMeeT ayTOCOM-
HO-AOMMWHAHTHbIM TUM HacnefoBaHWA, Mpu
3TOM gedekT B HONbLUMHCTBE C1yYaeB JIOKaan-
3yeTca B yyactke XxpoMocombl 29g31-33. Myrta-
Lun peLientopa KOCTHOro MopdoreHHoro 6e-
ka (BMPR2) Habntogatotca 6onee uem y 80%
naumeHTtoB ¢ VAT, npuuem go 25% mytauumu
BO3HMKatoT de novo [4].

PacnpoctpaHenHocTb VJTAT y pgetert <10:1
000 000, yactoTa BCTpe4YaeMOCTU COCTaBAseT
1-2:1 000 000 B rog, [4]. Tak, no onyb6aMKoBaH-
HbiM B 2023 rogy AaHHbIM UPAAHACKUX Uccae-
AoBatenert 3a 20 net HabaroaeHu (2002 -2022
rr.) oHu onucanu scero 10 Takmx ciyyaeB y ge-
Ten [6]. V13 koTOpbIX camMOMy ManeHbKOMy na-
LUMeHTY AnarHo3 Obli yCTaHOBAEH B BO3pacTte
1 mecAu, a camomy cTapluemy pebeHKy B BO3-
pacte 11 net [6]. NJIAT aBnsetca nporpeccupy-
FOLWMM 1 NeTanbHbiM 3aboneBaHnem, 80% ze-
Tel ONMCaHHOWN BbIBOPKN MPAAHACKMX YUYEHbIX
otHocuancb K III man IV pyHKLMOHaNbHOMY
knaccy no NYHA n nonyyanu arpeccmHoe ne-
YeHune, NPOBOAMMOE B Creunann3vpoBaHHbIX
ueHTpax. Knacc NYHA aBnsetca ogHuM 13 dak-
TOPOB, MNpeAcKasbiBalOWMX BbIKMBAEMOCTb,
npwn 3TOM CpefHAA BbKMBAeMOCTb kjaacca IV
CcoCTaB/ifleT MeHee 6 MecALEeB; CPOKN BbIKM-
BAaEMOCTV JeTelN CyLleCTBEHHO He 3aBWCAT OT
npuumnHbl JIT — NepBUYHOM UAN CBA3AHHOWN C
BPOXAEHHbIMW Nopokamu cepaua [7].

KnuHunuecknii npumep

[Aesouka A, 2021 r.p., HabatogaeTcs B Kap-
avonorndeckom otgenenmn FAY3 AO Amyp-
ckaa obnactHas getckasa KAnMHU4Yeckasa 60sb-
Huua (AOAKB) ¢ apekabps 2023 roga, Koraa
BMepBble NOCTyNWaa B OTAENEHNE C XXanobamu
Ha noasaeHne c1aboctn ¢ pa3smTvem nNpeaob-
MOPOYHOIO COCTOSIHUA BO Bpemsi OObIYHOM
AeTkor urpbl. AMbynatopHo npowsia obcne-
aosaHwue (KT, 3XO KTI) n 6bina CpoyHo rocnu-
Tanv3npoBaHa. B pe3synbrate npoBeseHHOro
obcnepoBaHma y gesoukn Ha IKIN putMm cuHy-
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coBblin, YCC 119 B MWH., NOBbILWEHa Harpy3ska
Ha rnpaBoe npeacepamne, HapyLUleHbl NPoLecchbl
penonsapwusaunmn. 9XO Kl — pacumpeHme nono-
CcTn npasoro xenyaouka (MX), peryprutauma
Ha neroyHom knanaHe (JIK), nponanc Tpuky-
cnupansHoro knanaHa (TK) 1 cteneHw, peryp-
rmTaums 3 cT., nerodHasa runeptensuna (/1IN 3
ctenenu (gasnenuve B MK 95 mm pr.ct). C an-
arHosom «[lepBuyHas neroyHas rmunepreH3na»
pebeHOK HanpaBAeH Ha rocnuTanu3auuio B
OrbY «®OLCCX» M3 PO r. Xabaposck ¢ 09.01.24
no 16.01.24.

MNpoBeseHa KaTeTepu3aumnsa NpaBbIX OTAe-
NOB cepAua, KoTopas Mo3BOASET MOMUMO UC-
KAHOUEHWA KapAmnaibHbIX MPUYMH TMNepTeH3nm
onpezenvTb OCHOBHbIE NMapameTpbl JIeFOUYHOWN
MW LEeHTpanbHOW remoauvHamuku. [lonyyeHo
3akntoyeHme: Bbicokasa nerou-
Has runepteHsus (pacuyeTHoe |
pasneHne B DK =120 mm BEA
pT.cT.). TecT Ha Ba3oOpeakTUB-
HOCTb MONOXMUTENbHbIA. IX0-KI
09.01.24: [Ownatauma npaBbix
OTAENOB Kamep cepALa, CTBona
JIA n ee BetBei. Mponanc TK
1 c1. TpukycnupganbHas peryp-
rutauna 2 ct. Boeicokas JIr.

[MpoBeseHa cnupanbHas
KoMMbtoTepHaa  Tomorpadus
(CKT) opraHOB rpyaHOW KieT-
kn: Annataumsa npasbiXx Kamep
cepaua. [edexktoB Mexnpea-
cepaHon neperopoaku (M),
MEXOKeNyA0UYKOBOW  mepero-
poakn (MXTT) He BbifBAEHO.
JleroyHble BeHbI ApeHUpPYrOTCA
B sneBoe npeacepave. [oba-
BOYHOWN BEPXHEWN MOJION BEHbI
(BlMB) He HaKWaeHo. Bbixoa-
HOW TPaKT MPaBOro >enyAou-
ka (BTIK) 15 MM, nerovHom
CTBOJ pacwuvpeH Ao 23 MM,
npasas JIA 13 mwm, nesas JIA
13 mm (puc. 1). Mepudepunye-
CKVe BEeTBM YMEpPEHHO CyXe-
Hbl, U3BUTbIE, MPOC/IEXNBAKOTCA
A0 cybnneBpasnbHbIX OTAENOB.
JNlerouHow pucyHok oboralleH
3a cyeT apTepuanbHoOro u Be-
HO3HOro KOMMOHEHTOB. Boc-
xoaAawasa aopta 11 mm, ayra 7
MM, nepelleek 7 MM, HUCXO-
Aawnin otaen 7 MM (puc. 2).
Kugkoctn B nepukapge He
HangeHo. [narHos, KOTOpbIA

kVP:100

VUHENKD A.M.

2

4

OKOHYaTe/IbHO YCTaHOBWUAN B KapAMOLEHTpe
r. Xabaposck: Manonatnyeckasa neroyHas ap-
TepuvanbHaa runepteHsuna, 1 @yHKUMOHaNb-
Hbln knacc (PK). Hmskmm puck. PekomeHgo-
BaHO HauyaTb Tepanuto: 6o3eHTaHoM (Tpakavp
AT 32 mr) u3 pacyeta 2Mmr/Kr.

22.01.2024 r. pebeHOK rocnmtannsmpoBaH
B Kapauonorundeckoe otgenenve AOAKB, Ha-
YyaTa peKOMeHAOBaHHasA Tepanua TPakJVpPOM.
Ha MOMeHT MOBTOpPHOW rocnutanMsauumn pe-
6eHka 6ecnokoAT >asobbl Ha MOBbILLEHHYHO
YTOMASIEMOCTb, MEPUOANYECKYHO OfbILLKY.

U3 anamHesa >Ku3HU N3BECTHO, YTO pe-
6eHok ot I 6epemeHHocTn (nytem 3KO), npo-
TekaBLen 6e3 ocobeHHocTen. Pogpbl I B CpoK,
nyTem  onepaumu kecapeBo ceveHne. Macca
npu poxaeHunn 2990 r, 9/9 6 no wkane Anrap.

U 7 S ¥ Q=
FE.Federal Center of Cardio

cT

CHEST

{@ardiachif0ICE FCO7 Vol%c'mstandard AIDR 3D eSTD

Puc. 1 CKT. PacwupeHue ne204Ho20 cmeosa
00 23,1 mm (Hopma 0o 14,3 mm)

Puc. 2. CKT. O6o2aujeHue 1e204H020 pucyHKa, pacuiupeHue
J1e204HbIX apmepuli, U3suUCMOCMbU CYy)keHUe nepudhepuye-
cKkux eemeeii
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Ha rpyaHom BckapmamBaHum go 1 r 3 mec. B
Pa3BUTMM OT CBEPCTHUKOB He oTcTaeT. MpmBu-
Ta Mo KaneHaapto. PebeHok nepeHec NHeBMO-
Huto: depanb 2023r, Hosbpb 2023r. Cemen-
Hbl aHamHe3: y oTua pebeHka n ero bparta
TOTa/sbHaA anoneuus; He obcneaoBaHbl, NpU-
UYMHbI HE 3HAHOT.

O6vexkmueHo: O6lee cOCTOsHWE Cpea-
Hewn Taxectn. Co3HaHune AcHoe. PebeHok ak-
TUBHbIW, HEYCUAUMNBBIN, CNOBOOXOTANBBIA. POCT
90 cm. Bec 12 kr. UMT = 14,8. TuTtaHne HoOp-
ManbHoe. AnneTnT coxpaHeH. KoxHble nokpo-
Bbl 6/1e4HO- po30Bble, H€3 MNaToNOrnmyeckmx
BbICbIMAHWIN, yMepPeHHOW BAaxHoCTL. [lepu-
depuyeckne anmooysnel B Hopme. [pyaHas
Knetka: GoOpMMpPYIOLLMIACA NEBONEXALLUIA Cep-
AeYHbIA Topb. B nerkux abixaHne Be3uKynap-
Hoe. Y/ 24 ya. B MuH. CaTtypauuns 96-99%. Co-
CyAbl Wweun He NynbcmpyroT. CepaeyHbln TONYOK
BM3yasbHO He onpegenseTca. BepxylleuHbin
TONYOK nanbnupyetca B 4 m/p Ha 1 cM KHapy-
XN OT IeBOW CPEAMHHO - KNOUYUYHOW NHUN,
NOKaNN30BaHHbIN, He M3MeHeH. BepxHas rpa-
HMLA OTHOCKTE/IbHOW TYnoCcTu BO 2 Mexpebe-
pbe, IeBas COBMajaeT C BepXyLUeYHbIM TONY-
KOM, MpaBas Ha 1 cM KHapy>u OT NpaBOoro Kpas
rPYAuHbI. TOHbI cepaLa rpoMKue, PUTMUYHbIE.
AKLIeHT BTOPOro TOHa BO BCEX TOYKax ay-
CKynbTaummn, npevmylectseHHo Hag J1A. Lym
CUCTOIMYECKNIA, HEXHbIW, BbICAYLUMBAETCA MO
NeBOMY Kpato rpyauHbl. [ynbcaumns Ha nepwu-
bepuueckmnx cocyaax BblpaxkeHa y40BAeTBOPU-
TenbHo. A/l Ha nesown pyke 103/50 mm. pT. cT,,
Ha npasow - 100/50 mm pt.ct. YCC 100- 114 B
MUH. XXNBOT MArknin, Npy nanbnaumm 6e360-
Ne3HeHHbI No BceM oTaenam. lNeveHb n cene-
3eHKa He nanbnupytotcs. CTyn opoOpMAEHHbIN.
MoueucnyckaHve 6e3 ocobeHHocTen. OTekoB
HeT. HepBHO-NcMxnyeckoe pa3BuTUE COOTBET-
CTBYeT BO3pacTy.

Ob6cnedosaHue: ViccnepoBaHve CUCTEMBI
remoctaza. Hopmokoarynaums nnaasmeHHOro
remocrtasza. HopmodubpunHoreHemums.

WccnepoBaHve ra3oB U 31eKTPONMTOB
KpOBW. YaCTMYHO KOMMEHCMPOBAHHBIA MeTa-
boanuecknii aunaos.

KnanHnuyeckne aHanusbl KPOBM M MOUMN —
OTK/IOHEHWI HEe BbIABAEHO.

Broxnmunuecknii aHanms Kposum — obLueTe-
paneBTUYecKMe NoKasaTenn, B HOpMe,

ANT, Ea/n - 15,9, ACT, Ea/n - 35,1, Jlak-
TatgerngporeHasa (J1An), Ea/a - 642,3, Kpe-
atuHkmHaza (K®K), Ea/n - 108,9, XonectepuH
obwwnn, mmonb/n - 3,35, Hatpun, mmonb/n -
143, Maruuu, mmonb/n - 1,51, C-peakTuBHbIN
6enok, mr/n — 0. immyHornobynun G, r/n -

6,42, immyHornobynmH A, r/a - 1,05, immyHo-
rnobynnH M, r/n - 0,56. AHann3 kpoBu Ha NT-
proBMP (N- koHLeBOW dpparMeHT MO3roBoro
HaTpuiypeTnyeckoro nentuaa) — 1360 nr/mn
(Hopma 150 nir/mn).

Y3/ BHyTpeHHUX OpraHoB — MNeYeHb, Noj-
XenyfouHas xenesa, ceseseHka — 6e3 natono-
rmn. XKenuHbin Ny3blpb — Nepernd B cpesHeu
TpeTu.

IKT. Pytm cHycoBbIW, NpaBuibHbIA ¢ YCC
115 ya/MUH. — HOpMOKapaua. /1. OCb cepaua
OTK/IOHeHa BrpaBo< o + 120°. lMpu3sHaku ru-
neprpodun MrMokKapgza rnpasbix OTAEN0B Cepa-
ua. HapylweHune npoueccoB penoaspusanmm
nepesHe-neperoposoYHON U1 BepXyLeYHOU
obsacTn neBoro xenyaouka (puc. 3).

Sxokapduozpamma. Busyanuzauma -
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puc.3 lMpusHaku eunepmpogpuu muokapda
npaeseix omdesioe cepoya Ha KT,
HapyuieHue penoJipusayuu
(P-pulmonale, anesayus ST u np.)

yaoBneTBoputesnbHas. Jlesbiv xenygoyek. KJP
- 27 mm, KCP - 15 mm, KAO - 28 mn, KCO - 6
M, YO - 22 mna, YCC - 108 B muH, MOK - 2,38
n, OnN - 78 %.

MwuTpanbHbiv knanaH. OK - 14 mm, Creop-
Kn - ToHkne, CkopocTb kpoBoToka - 1,05 m/c,
p. aasn. - 4,41 mwm pr. cT., Peryprutayms — Her.
Awnactonnueckaa ¢yHkUMA He HapylweHa. fle-
BOe npeacepave - 30x18 mm.

lpaeoe npedcepdue - 27x23 mm (Hopma
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B cpegHeM 25,6x25,3 mm)

Mpaesili  xenydovex - 18 mm (Hopma
10,5 -14,38 mm), TMCITX - 2,5 mm.

TpukycnuaanbHblin  knanaH. CTBOpkM -
ToHkMe, Ckopoctb kposotoka - 0,85 m/c, Ip.
Aasn. - 2,89 Mm pT. cT. Peryprutaymsa — ymepeH-
Haa Il cT, VC 3,5 MM, PacuemHoe daesieHue 8
npaeom >xesnydoyke - 100 mm pT. CT. (HOpMa
MeHee 25 mm pT.cT.). CpedHee daesieHue 6 Jie-
2o4Holi apmepuu (CANA) - 50 Mmm prT. CT. (HOp-
Ma MeHee 40).

Aopra. KnanaH - TpexctBopuatbiv, CTBOp-
KW - TOHKWe, Peryprutaumnsa - Hert, bprowHas
aopTta - KpoBOTOK MarmcrpanbHbIw.

JlezouHnasa apmepusa. OK - 18 mm, Cmeon
- 20 w~m (Hopma 11,2 -14,3 mm), CTBOpKM —
ToHkune. Ckopoctb kpoBotoka - 0,8 m/c, Ip.
Aasn. — 2,56 mm pr. cT. Peryprutauus - I crene-
Hu, MIIM - lMpocnexusaetca, MXIT npocne-
XmBaeTca. OCOBEHHOCTU — HUXKHAS NOoNas BeHa
konnabupyet meHee 20%.

3aksroyeHue - Dxorpadpuyeckn yseanye-
HWe npaBoro npeacepaus, NPaBoro Xenyaou-
Ka n neroyHoun aptepum. MNMponanc TK 1 crene-
HW, ymMepeHHasn peryprutauma Ha TK. Boicokas
NT. JononHuTtenbHas Tpabekyna JIXK.

JleueHne

bosentan (Tpakavp AT 32mr) B dopme
Ancneprypyembix Tabnetok ns pacyera 2mr/kr
YTPOM U BeyepoM. bo3zeHTaH - 3TO Hecenek-
TUBHbIA @HTAarOHUCT 3HAOTEIMHOBBIX PeLenTo-
pos. [lpenapat CHMXaeT Kak NeroyHoe, Tak 1
CUCTEMHOE COCYANCTOE COMPOTUBAEHWE, NMpPU-
BOASA K MOBbILEHNIO CepAeYHOro Bblbpoca 6e3
yBennyeHunsa YCC [8].

O6c¢cyxpaeHune

B Hawem KkAvHMYECKOM npuMmepe Mbl
NPUBOANM CAy4Yaill pPeako AMarHoCTUpyemoum
natonormm B fetckoM Bo3spacte. [na nocra-
HOBKM A@HHOro AnarHo3a notpeboBanochb 1c-
KAKOUUTL PAL OCHOBHBIX APYTrMX YMOMSAHYTbIX
Bbile npuynH passutua JIAl. Cpean MHCTPY-
MEHTaNbHbIX METOAO0B ANarHOCTUKW WCMOAb-
30Banacb KateTepusauua nonocter cepgua
(«30N10TOM CTaHAaPT» ANArHOCTUKMK), MYAbTU-
cnupassbHasa KoMnbroTepHasa Tomorpadpus, 9XO
KI' ¢ BbluMCNEHMEM pacyeTHbIX NapameTpoB
obbema M faBieHUs B COCyAaxX M MOAOCTAX.
MNMopobHble nccneaoBaHUA MNPUMEHAAUCH B
®rey HUCCX nm. AH. bakynesa PAMH r. Mo-
CKBa NPV OMUCaHUN OAHOMO M3 KANHUYECKNX
cny4vaeB y AeBoykn 9 net [9] m onucaHbl BO
MHOrMX apyrmx pabotax [1,2,3,4,10]. Kpome
Toro, ana guarHoctukn WAl B aTom BO3pacTe
MOXET MPUMEHATLCA 6-MUHYTHbIN TECT XOAbObI
(6MWT), mMarHMTHO-pe3oHaHCHOe uncciesoBa-

Hue cepaua (MPT), noamcomHorpagpus, nomck
HOBbIX bromMapkepoB (Hanpumep, HebeskoBble
H6romapkepbl, Takne kak MUKpoPHK, cBa3aH-
Hble C 3KCMpeccnen reHoB npu 3aboneBaHUAX
JNleroyHbIx cocyaos) [4].

Ana meankameHTO3HOW koppekumm NIAT
pebeHok nonydvaetr 6o3eHTaH B popme AnC-
neprupyembix Tabnetok (Tpakanp*AT), uTO
cuMTaeTca CTapTOBOMW TepanuveW, npenapart
pa3peLleH K MPUMEHEHWIO B NMeAnaTpUYecKou
npakTtuke ¢ 1 roga npu jaHHoM gnarHose [2,8].
B HacTtoAuee Bpemsa B Poccum cyulectsyet 12
npenapartoB, of0bpeHHbIX Ana nedyeHusa JIAT
Yy B3pPOC/bIX, HO WX MPUMEHeHWe HepocTa-
TOYHO XOpOWO m3yyeHo Yy aeten. JIAT cneu-
ndnueckaa Tepanua y JeTel BKAOYaeT Tpu
rpynnel npenapatoB: 1) 610kaTopbl peLenTo-
poB 3HAOTEeNMHa-1 (603eHTaH, ambpu3eHTaH,
MauuTeHTaH), 2) OKCug a3oTa U WHrMbuTop
dochoanacrepasbl-5 Tmna cungeHaduna; 3)
CUHTETMYECKNA aHaNor 3HAOTeHHOro mpocTa-
LMKAMHA naonpocrt [2].

Kpome 3T0Oro, Heobxoaumo TLlATENbHO
obeperaTtb Takux geten OT MHOEKLWWA, CBOEB-
pPeMEHHO WX BaKLWMHMPOBaTb, afiekBaTHO Obi-
CTPO Ha3HayaTb >KapOrMOHMXaloLne 1 npo-
TVBOKalL/JeBble MpenapaTtbl, He AonyckaTb
pa3BuTNE 3aMOpPOB N CUNBHOTO HaTy>XMBaHMUA
pebeHka. Bce aTo MOXeT NPUBOANTL K CUHKO-
MajibHbIM COCTOAHUAM [4].

NHorpaa npuxogutca npuberatb K Xxvpyp-
TMYecKon KOppPeKUuW, Hampumep, aTpuocen-
TOCTOMUS CO CTEHTUPOBAHNEM MeXMNpPeACeps-
Horo coobuieHns [2,6], seHepBaLMa NErOYHOM
aptepun (PADN), Motrc LWaHT - co3gaHue
WyHTa MeXJy J1eBOM NEeroYyHoWn apTepvien U
HUCXOAALLLEN TPYAHOM aopTOM, YTO MO3BOAAET
n3bexaTb MO3roBOW N KOPOHAPHOW TMMOKCKM
n, Hapsagy ¢ IKMO, foxuTb A0 TpaHCMAaHTa-
umn nerkmx [2,4].

[na OKOH4YaTe/SIbHOTO YCTaHOBJEHUA MYy-
TaLUWii BO3MOXHO MOHagobutcs reHeTMyeckoe
obcnesoBaHve aeBoukm-npobaHaa n ee obo-
UX poguTenen B TOM YMCae C LeNbio BO3MOX-
HOro MJIaHMpPOBaHWUA Ccheaytollen bepemeH-
HocTn. OfHako B AaHHOM cCay4vae, y4uTbiBas
npvMeHeHne TexHonormn KO npw gaHHOM
6epemeHHOCTH, Hanbonee BepoOsTHa CNOHTAH-
Has MyTaLmsa XxpoMocombl 2gq31-33.

WNAT y peteli npeactaBasieT O4YeHb ce-
PbE3HYI0 W aKTyaibHyt0 npobnemy BO BCeEM
mupe. 3aboneBaHvie KpalriHe peAKo BCTpeyaeT-
CA W, XOT XOPOLUO U YCMeLWHO ANAarHoCTUpY-
eTc NPV Hannumm xanob, NMeeT cepbesHbIi
MPOrHO3 A4 BbKVMBaHWA AeTel 13-3a yrposbl
Pa3BUTUA BHE3aNHOW CepAeyYHON CMepTn B
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BUAY Pa3BUTMA OCTPOM CEpPAEeUHO-COCYANCTOM  TO MaLMeHTa Kak NMyTb K JOCTUXKEHMIO NOIOXN-

HeA0CTaTOYHOCTH. Te/IbHOTO pe3y/bTata B 3ToM obaactu.
HepoctatouHo paspabotaHHas mepgumka-

MEHTO3Has TakKTuKa sieueHnst 6oNbHbIX AeTen,

MO3BOJIAET pacCMaTPMUBaTh KaXKA0ro Nogo6Ho-

CnUcoK UCTOUYHUKOB

1. Aranutos J1. U., benosepos 0. M. [lnarHoctnka Nero4Hon runepreHsnn y aetein // Poccuiickunia
BECTHMK nepuHaTtonorum n neanatpun. 2009. N2 4. C. 24-31

2. JleroyHas runepTeH3ns y geTen : KIMHUYeckre pekomeHaaummn / paspabotaHbl Accounaumen get-
ckmx kapamonoroB Poccum npu yyactum Corosza negmatpos Poccuu, Accoumanmm cepaeyHo-CoCyanCTbiX
xupypros, Negnatpuyeckoro pecnupatopHoro obuiectsa. 2023. 184 c. URL : https://cardio-rus.ru/local/api/
download/?id=9b3e6677e3d9ac387e6ac5786ef66ed3

3. Galie N., Torbicki A, Barst R,, et al. Guidelines on diagnosis and treatment of pulmonary arterial
hypertension. The Task Force on Diagnosis and Treatment of Pulmonary Arterial Hypertension of the
European Society of Cardiology // Eur. Heart J. 2004. Vol. 25. P. 2243-2278. https://doi.org/10.1016/].
€hj.2004.09.014

4. Valencia G. A, Krishnan U. Idiopathic Pulmonary Arterial Hypertension in Children: A Review. Pulm.
Ther. 2017; 3:67-92. https://doi.org/10.1007/s41030-017-0035-5. [CrossRef] [Google Scholar] [Ref list]

5. Izzo A, et al. «<Nocturnal Seizures» in idiopathic pulmonary arterial hypertension. J Clin Sleep Med.
2013;9(10):1091-2. https://doi.org/10.5664/jcsm.3094.

6. Bassareo P. P, Argiento P, McMahon C. J, at al. Idiopathic Pulmonary Arterial Hypertension in
Paediatrics Represents Still a Serious Challenge: A Case Series Study/ 2023 Mar; 10(3): 518. Published online
2023 Mar 6. https://doi.org/10.3390/children10030518.

7. Barst R. J, McGoon M. D, Elliott C. G, et al. Survival in childhood pulmonary arterial hypertension:
Insights from the registry to evaluate early and long-term pulmonary arterial hypertension disease
management. Circulation. 2012;125:113-122. https://doi.org/10.1161/CIRCULATIONAHA.111.026591.
[PubMed] [CrossRef] [Google Scholar] [Ref list]

8. VHCTpyKkuMs Mo npuMeHeHWo JekapCTBeHHoro npenapata Tpakavp®AT URL :  https://
cdn.pharm-portal.ru/69jxs7cjrdndgdc2acy5y4x8/instructions/%D0%9B%D0%9F-003496/
Instrimg_2023_07_07_1494702/c4a059e6-7d02-4e51-852b-6544d2d1345c.pdf

9. Envceesa E. V., KoHgpaTbeBa W. B. MNepBruHaa neroyHas runepteHsuna. KnnHuueckuii caydan //
MosiofexXHbI MHHOBALMOHHbIM BecTHUK. 2016. T. 5. N2 1. C. 112-114. URL: https://new.vestnik-surgery.
com/index.php/2415-805/article/view/3010

10.Chokkalingam Mani B., Chaudhari S. S. Right Heart Cardiac Catheterization. StatPearls Publishing;
Treasure Island, FL, USA: 2022. [(accessed on 3 March 2023)]. Available online: URL : https://www.ncbi.nIm.
nih.gov/books/NBK557404/ [PubMed] [Google Scholar] [Ref list]

References

1. Agapitov LI, BelozerovJuM. Diagnostika legochnoj gipertenzii u detej. Russian Bulletin of Perinatology
and Pediatrics. 2009;4:24-31. (in Russ.).

2. Legochnaja gipertenzija u detej : Klinicheskie rekomendacii. 2023. 184 p. URL : https://cardio-rus.
ru/local/api/download/?id=9b3e6677e3d9ac387e6ac5786ef66ed3

3. Galie N, Torbicki A, Barst R, et al. Guidelines on diagnosis and treatment of pulmonary arterial
hypertension. The Task Force on Diagnosis and Treatment of Pulmonary Arterial Hypertension of the
European Society of Cardiology. Eur. Heart J. 2004;25:2243-2278. https://doi.org/10.1016/j.ehj.2004.09.014

4. Valencia GA, Krishnan U. Idiopathic Pulmonary Arterial Hypertension in Children: A Review. Pulm.
Ther. 2017; 3:67-92. https://doi.org/10.1007/s41030-017-0035-5. [CrossRef] [Google Scholar] [Ref list]

5. Izzo A, et al. «Nocturnal Seizures» in idiopathic pulmonary arterial hypertension. J Clin Sleep Med.
2013;9(10):1091-2. https://doi.org/10.5664/jcsm.3094.

6. Bassareo P. P, Argiento P, McMahon C. J. at al. Idiopathic Pulmonary Arterial Hypertension in
Paediatrics Represents Still a Serious Challenge: A Case Series Study/ 2023 Mar; 10(3): 518. Published online
2023 Mar 6. https://doi.org/10.3390/children10030518

7. Barst RJ, McGoon MD, Elliott CG,, et al. Survival in childhood pulmonary arterial hypertension:

72 Amur Medical Journal. 2024. Vol. 12. No. 1 (36)



Practice Observations HabnwodeHus u3z npakmuku

Insights from the registry to evaluate early and long-term pulmonary arterial hypertension disease
management.  Circulation. 2012;125:113-122. https://doi.org/10.1161/CIRCULATIONAHA.111.026591.
[PubMed] [CrossRef] [Google Scholar] [Ref list]

8. Instrukcija po primeneniju lekarstvennogo preparata Traklir® DT https://cdn.pharm-portal.
ru/69jxs7cjrdndgdc2acy5y4x8/instructions/%D0%9B%D0%9F-003496/Instrimg_2023_07_07_1494702/
c4a059e6-7d02-4e51-852b-6544d2d1345c.pdf (in Russ.).

9. Eliseeva EI, Kondrat'eva IV. Pervichnaja legochnaja gipertenzija. Klinicheskij sluchaj // Molodezhnyj
innovacionnyj vestnik. 2016;5;1:112-114. URL: https://new.vestnik-surgery.com/index.php/2415-805/article/
view/3010 (in Russ.).

10.Chokkalingam Mani B, Chaudhari SS. Right Heart Cardiac Catheterization. StatPearls Publishing;
Treasure Island, FL, USA: 2022. [(accessed on 3 March 2023)]. Available online: https://www.ncbi.nlm.nih.gov/
books/NBK557404/ [PubMed] [Google Scholar] [Ref list]

KOOpAVIHaTbI AnA CBA3W:

Jlup AHxenuka BaadumuposHa, 3asedyroujas omoeneHuem kapouoaozuu FAY3 AO «Amypckas obaacmHas
OJemckas kKnuHU4Yeckasi 606HUYa»,

Haac KceHus EszeHbesHa, spay kapduosoz omdeneHus kapouonoauu FAY3 AO «Amypckaa obaacmHas
demckas knuHuYeckaa boseHUYya», reyawyuli 8pay nayueHma;,

Uampaesa Bukmopus BaadumuposHa, kaHO. med. Hayk, doyeHm, 3agedyrouias kagedpol heduampuu
@rb0OY BO Amypckas TMA MuH30pasa Poccuu, 8payq-koHCylbmaHm nayueHma;
e-mail: agma.pediatric@list.ru ;

Tpemeskosa AHacmacus BradumuposHa, spad kapduosoe omoeneHus kapouonoeuu AY3 AO «Amypckas
obnacmHas demckas kauHu4eckas 6onbHUYaA», nedawjuli pay nayueHma

Cmames nocmynuna e pedakyuro 08.01.2024,; npuHsma nocse peyeHauposarus 17.03.2024; npuHama k nedamu 28.03.2024.
The article was submitted 08.01.2024; approved after reviewing 17.03.2024; accepted for publication 28.03.2024.

Amypckuli meOuyuHckull ¥cypHan. 2024. Tom 12. Ne 1 (36) 73



