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PE3IOME

Llenb 0630pa: npencraBuTh akTyanbHylo MHhOpMaLMio 06 0nacHoM ocnoxHeHun GporxoneroyHoi gucnnasuu (b)) — nerouHoit runepreH-
3umn (JI), 0OCHOBaHHyIO Ha OTEYECTBEHHbIX U 3apyOeXHbIX COMACUTENbHBIX JOKYMEHTAX U pe3ynbTatax cobCTBEHHbIX UCCNEA0BaHMIA.
OcHoBHble nonoxeHus. bJ1[l Hepepko ocnoxHsetcs JI[, accoLMMpPOBAHHONM C aHTe-, MepU- M MOCTHATanbHbIMKU (akTopamu pucka (®P).
Hanunuune ®P, abixatensHas He0CTaTOYHOCTb, OpOHXMaNbHAA 06CTPYKLMA y pebeHka ¢ BJ1[, aBnstoTCA OCHOBaHUAMM ans uckntodeHns JII B xope
3X0Kapanorpaduu, KoTopas no3BoAsET BbIABUTL NOBbILIEHWE AABEHNS B NIETOYHOI apTepun, KocBeHHble npusHaku JIT. 06s3atenbHblil MeToq
neyvenus JIM y peteit ¢ BJ1J, — kucnopogotepanus, npu ee He[OCTaTOYHON 3 HEKTUBHOCTHU NOCNEL0BATENLHO NPUMEHSIOT CuaaeHatbun, 603eH-
TaH, MHranAaLMM oKcuaa asoTa.

3aknioueHue. Mockonbky kKnuHuyeckue npossnequs JIM y geteit ¢ BJ1L HeOTAUYMMBI OT CUMNTOMOB OCHOBHOTO 3360/I€BAHNSA NETKUX, HEO6XO-
LMMO NPOBOANTb CKPUHUMHT JIT Ans CBOEBPEMEHHOTO Ha3HAYeHWs Tepannum 3TOro OCNOKHEHUS.

Kntouesbie cnosa: 6poHxoneroYHas Aucniasus, NerodHas runepreH3ns, XpoHMyeckas neroyHas runepTeH3us MiageHUes, AUAarHocTuKa, Tepanus.
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ABSTRACT

Objective of the Review: on the basis of domestic and foreign conciliation documents and the results of our own research, to present up-to-
date information about a dangerous complication of bronchopulmonary dysplasia - pulmonary hypertension.

Key Points: pulmonary hypertension is a common complication of bronchopulmonary dysplasia, which has antenatal, perinatal and postnatal
risk factors. The presence of risk factors, respiratory failure, bronchial obstruction in a child with bronchopulmonary dysplasia is the basis for
excluding pulmonary hypertension by echocardiography, which allows to detect an increase in pressure in the pulmonary artery, indirect signs of
pulmonary hypertension. An obligatory method of treatment of pulmonary hypertension in children with bronchopulmonary dysplasia is oxygen
therapy. With insufficient effectiveness of oxygen therapy, treatment is sequentially carried out with sildenafil, bosentan, and nitric oxide.
Conclusion: Since the clinical manifestations of pulmonary hypertension in children with bronchopulmonary dysplasia are indistinguishable
from the symptoms of the underlying lung disease, timely screening of this complication and the appointment of therapy are necessary.
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BBEAEHUE

OpHUMK M3 ocnoxHeHU GpoHxoneroyHon gucnnasuu (BJ10),
KOTOpble OonpefensioT NPOAOMKUTENbHOCTb KU3HW NaLneH-
TOB, ABNAIOTCA JNIerOYHAs rMNEepTeH3us, acCoLMMpOBaHHasA
¢ BNA, (JIr-bJ171), u nerouHoe cepaue, BbI3biBaOWME ANATHOCTH-
yecKue v TepaneBTUYeCKME TPYAHOCTHU.

OuarHoctuyeckumm kputepuamu bJ1[ sasnsaoTca:

—  HEe[OHOWEHHOCTb:  recTaluMoHHbIA  BO3pacT
32 Hepenb;

— CTOWKOE MAapeHXWMATO3HOE MOpaXeHWe Merkux, nopg-
TBEpXJAeMoe Npu UCCNefOBaHWUKM ra3oB KPoBM (FMNOKCeMUS,
runepKanHua) W NpoBefeHUU peHTreHorpaduu opraHoB rpya-
HOW KNeTku (CHUXEeHWe nHeBMaTu3auuu, 3mMbuseMma, NeHTo-
06pasHble YNI0THEHUSA);

— NOTpebHOCTb B MHBa3UBHOI1/HenHBasusHoi UBJI, pecnupa-
TopHON nopaepxkke ¢ CPAP, gotauun kucnopopa Yepes Hasasb-
Hble KaHI0NN B 28 CYTOK XWU3HU U/uaun 36 Hefenb NOCTKOHLEN-
TyaneHoro sospacta (MKB) c Fi0, > 0,21 B TeyeHue Gonee yem
TPex NocnefoBaTeNlbHbIX AHEN AnA noasepxanua Sp0, B ana-
nasoHe 90-95% (McKAOYas HOBOPOXAEHHBIX, KoTOpbiM WBJI
NPOBOAUTCS MO NOBOAY NEPBUYHOTO 3a60NEBAHNA AbIXATENbHbIX
nyTen Unu 3aboneBaHuii, CBA3aHHbLIX C NOPAXKEHWUEM [blXaTeNb-
HOTO LeHTpa).

[IunarHo3 BJ1] MOXeT 6bITb YCTAHOBNEH HA ayTONCUW Y AeTei
B Bo3pacTe C 14 pHeil xu3Hu po 36 Hepenb KB B cnyyae
NIeTaNbHOTO UCXOAA, 06YCNOBNEHHOMO CTOMKUM MapeHXMMaTo3-
HbIM MOPAXEHWEeM NErKUX W AbIXaTenbHOW HeA0CTaTOYHOCTbIO,
KOTOPYIO HeJb3s 0OBACHNTb APYrUMU HEOHATAJIbHBIMU OCTIOXKHE-
Huamm [1, 2]. Mpu mopdonornyeckom uccnefoBaHUM, NOMUMO
NapeHX1MMaTo3HOTo NopaxeHus, Grubpo3sa 1 runonnasnm nerkux,
MOTYT 6bITb 0OHApYKeHbI npu3Haku JIT, Hanpumep runepTpodus
MbIWEYHOrO CN0A COCYA0B. M3MeHeHMs B cOCyAax Nnerkux npw

MeHee

JIT-BNM onucaHbl B knaccudukaumm D. Heath u J.E. Edwards,
BKIOYaloWe wectb cTagmii [3]. Mo HawuM JaHHbIM, U3MEHe-
Hus, Tunudnele gna III-IV cragum JIT no 3Ttoit knaccudumka-
LMK, y NornbLmnX HOBOPOXKAEHHBIX € BJ1[, fMarHoCcTMpoBaHHO
Ha OCHOBaHWM MopdONOrMyeckux Kputepues 3aboneBaHus,
o6Hapy»uBaloTcs yxe B Bo3pacte 14-21 cyTok.

B HactoAwee Bpema BJ1[l paccmatpuBaloT Kak reteporeHHoe
3aboneBaHue, 4To 0OYCNOBNUBAET BbieNeHNe ero heHOTUMNOB,
XapaKTePM3YIOLWMXCA NAPEHXUMATO3HLIM NMOPAXKEHUEM JIErKuX,
3aboneBaHuem fbixatenbHbix nyteit, JIT [1, 2, 4]. B cBolo oue-
penb, JIM npu BJ11 oTHoCuTCA K BapuaHTy xpoHuyeckon JII mna-
peHues (XJITM), KoTopblit HEOGXOAMMO OTIMYATBL OT OCTPOIA (Nep-
cuctupytoweit) JIM HoBopoxaeHHbIx (Maba. 1).

B COOTBETCTBMM C MATOreHETUYECKON Knaccudukauuen
rUNepTeH3NBHOMN cocyancTon 6onesnu nerkux y aetei (MaHama,
2011) NM-bN1J pacueHuBaetcs kak MHorodakTopHoe 3abonesa-
HWe: ee matoreHes BK/IKOYAET TaKMe MeXaHW3Mbl, Kak runonna-
31A NErOYHbIX COCYA0B, CTEHO3 IEFOYHBIX BEH, AMACTOANYECKas
auchyHkuma nesoro xenygouka (JIXK), cuctemHo-neroyHsie
WyHTbl (aopTONeroyHble Konnarepanu, fedekT Mexnpencepa-
HOW U MEeX)Keny[o4YKOBOW NeperopoAKy, OTKPbITbI apTepuans-
HbIil NPOTOK), 3HAYUTENbHAS TUNEepPKANHUsA U/unu runokcus [6].
Mo Hawnm HabnaeHUAM, BO3MOXEH BKIaA reHeTuyeckux dhak-
TOpoB B pa3Butune Taxenon JINr-bJ1[, B psape cnyyaes heHoTUnu-
YECKM W reMOfMHAMUYECKN CXOLHOM C U30MPOBaHHOMN (Mpex-
HUe Ha3BaHWA: NepBUYHAs, MAMONATUYeCKas) NEroyHoi apTe-
puanbHoii runepteHsueit (JIAT).

Llenb ctatbu — npuBefeHne akTyanbHONM WHGOpPMaLMK
0 JIErOYHOW rMNepTeH3UM, acCoLMUPOBaHHON C BpoHXoNeroy-
HOI4 fMCnnasnei, Ha OCHOBAHUM OTEYECTBEHHBIX U 3apYOEKHbIX
COMAcUTENbHbIX [OKYMEHTOB, @ TaKXKe pPe3ynbraTtoB cOOCTBEH-
HbIX UCCNEeA0BaAHUN.

Tabanma 1 l

ITatorenerndeckaa Kaaccudukanua 3aboseBaHIH,
COITPOBOIKAAFOIITUXCA XPOHUYIECKOM ACTOYHOM IUIIEPTEH3UEH MAAACHIIEB
(o [5], c U3MeHeHUAMU U AOTIOAHEHUAMH)

MexaHu3m pa3BuTus

3a6onesaHus

Hepopa3Butie neroYHon COCYLUCTON CETU C HOPMaNbHOM
napeHxnMon nerkux u nosbiweHHbIM JICC

JleroyHas uHTepcTuumanbHas AMMGaHrnaKTasns.
Tpucomus 21-i XpOMOCOMBI

[lesapanTauuma neroyHblx COCYA0B C Natonoruen
napeHXuMbl Nerkux u nosbiweHHbimM J1ICC

bponxoneroytas gucnnasus.

[Mnonnasus nerkux.

Tpucomus 21-it xpomocombl; 3abosieBaHue, CBA3aHHOE C MyTaLUAMU
reHa unammnHa A; BpOXAeHHbI AeduuUMT CypdaKTaHTHbIX
NpOTENHOB.

AnbBeonapHo-KanuanapHasa fucnnasus.

Jlero4Hbin MHTEPCTULMANBHDBIA MKOTEHO3.

06nuTepupyOLWMUi BPOHXMONUT B UCXOLE MEKOHUANBHOM

acnupauum
JleroyHslin MoBblWweHMe N1ero4HOro KPOBOTOKA JleBo-npaBblil WYHT (AedeKT MeXnpeAcepAHON NeperopoaKy,
BEHO3HbI nedekT MEXIKeNyLoYKOBOW NEePEropoKu, OTKPLITIi
3acToit apTepuanbHbI NPOTOK).
(ceppeyHas XpoHuyeckas aHemus
AUCOYHKUMSA) | MopbiweHne NaBNeHNs 3aKINHUBAHUSA CTeHO3 NeroyYHbIX BEH.
JIEeroYHbIX Kanunaspos XpoHuYecKas MUTpanbHas HEAOCTATOYHOCTb.
JleBOXXenyno4YKoBasA HeJOCTATOYHOCTb.
CMHApOM runonnasuu NeBbix 0TAEN0B cepaua
[Tpumeuarme. ACC — ACro¥HOE COCYAHCTOE COIIPOTHUBACHUC.

ITeanarpusa. Tom 21, Ne 7 (2022)
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AWATHOCTUYECKWUE KPUTEPUU

JIl' onpepensetca Kak cpefHee OaBfeHMe B JIErOYHON apTe-
puu (cpON1A) > 25 MM pT. CT. y fieTeil cTaplue 3 mecsaues (Ha ypos-
He mops). [uarHoctudeckumu kputepusamu JIAT no pesynbra-
Tam KareTepusauuu npasbix otgenos cepaua (KMOC) cnyxar
cpO1A > 25 MM pT. CT., AaBneHue 3aKNMHUBAHWUA B NIErOYHON
apTepuun Huxe 15 MM pT. CT., MHAEKC NEroYHOro COCYAUCTOrO
conpoTtueieHus bonee 2 eanHny, Bypa / m2.

3abonesaHus, conposoxpatowuecs JII y petei, sanswTcs
CNnefcTBMEM MOPAXKEHUA NETOYHbIX COCYAOB U BKAtoyatoT JIT, ces-
3aHHyI0 C 3a60M1eBaHUAMU CEPALA, IErKUX U CUCTEMHBIMU 3a60-
NleBaHMAMY, @ TaKKe u3onupoBaHHyto JIAT, KoTopas AnarHocTu-
pyeTcs npu oTCyTCTBUM 3ab0NeBaHU NEBbIX OTAENOB CepAua
WNU KNanaHoB, MapeHXMMbl NIETKUX, TPOM603IMOOAMK NnMbO fpy-
rux npuymH [7].

Mo Taxectu JII MOXHO KnaccudpuumpoBaTb, UCXOAA U3 OTHO-
LWeHWUs CUCTONMYECKOTO AaBieHus B neroyHoit aptepun (COJA)
K CUCTEMHOMY CUCTOJMYECKOMY apTepuanbHOMy AaBne-
Huo (CCALL): ot '/, no '/, — nerkas JIT; 6onee '/, — %/, —
cpepHetaxenas; 6onee ?/, — menee 1 — Taxenas (cy6cucrem-
Has); 1 — cucTtemHas; bonee 1 — cynpacuctemHas [8, 9].

CHuxenne SpO, Huxe 90-92% HemuHyeMO BefeT K cnasmy
NIeroYHbIX COCYAO0B, NOBbIWEHWIO NETOYHOTO COCYANUCTOTO CONpo-
TuBnenus u passutuio JIM. JII npu xpoHuyeckux 3abonesaHu-
AX NIErKUX CYMTAETCA OCHOBHbLIM NATOreHeTUYecKUM hakTopom
pa3BUTMA XPOHWUYECKOro JeroyHoro ceppua. JlerouHoe cepp-
ue (nat. cor pulmonale) — 3to JIAT, sBnsowasca cnencTemem
3ab0neBaHuil, KOTOpble HApyWaloT MYHKLUMIO /UK CTPYKTYpPY
Nlerknx, v NpUBOAALLAA K Pa3BUTUIO rMNepTpodumn 1 gunarauum
npasoro xenypoyka (MX), co BpemeHem — K npaBoXenygoy-
KOBOI1 cepfieyHoit HegocTatoyHocTU. Hanbonee yactoit npuym-
Hoi cor pulmonale y mnageHues ssnsetcs bJ1[, [10]. Mockonbky
runeptpotus u gunatauus MK npu BJ1J no mepe pocta pebeH-
Ka B pAfe cnyyaeB obpatumbl (B 0cobeHHOCTM Ha (oHe Tepa-
num), ynotpebaeHne TEPMUHA «XPOHUYECKOE NIErOYHOE CEPALE»
y naumeHToB ¢ bJ1[] HekoppeKTHO.

XM — naTtonornyeckuit mpouecc, XapakTepu3yioLnincs
poctom cp[iJ1A Bbiwe 20 MM pT. CT., YTO 06YCNOBANBAET ANUTENb-

Hyt0 MOBbLIWEHHYK nocTHarpy3ky Ha MX ¢ ero nocneposarens-
HoW runepTpodueit n gunataumeir [5].

AMUAEMUONOINA U ®AKTOPbI PUCKA

Yactotra NIl y peteit ¢ BJIN coctaBnser 21-52% [10-14],
CMepTHOCTb NpU  AAHHOM OCNOXHEHMM MOXET AOCTUraTh
20-50% [11, 15]. 3aboneBaHue yalye BCTPEYAETCS NPU TAKENO
BJ1l. Kak noka3sanu cepuu IxoKI, pacnpoctpaHenHocts JIT-BJ1[,
cHmxkaetca ¢ 28,5% B 4—6 Hepenb Xu3Hu 0o 17% B 40 Hepenb
MKB [13]. CornacHo wuccnepoBaHuaMm, y 2-20% MnageHues
6e3 bJI, poauBlIMXCA C recTaLuMOHHbIM BO3PacTOM MeHee
30 Hepenb, passusaertca JII, koTopas AnarHoctTupyertcs B Xofe
IxoKI B HeoHaTanbHOM nepuoge [11].

JIT-BN1 [ xapakTepusyeTcsa 3ameaneHnem n 0CTaHOBKOMW pocTa
COCYL0B NIETKUX, 06AUTEPUPYIOLYMM PEMOLENNPOBAHNEM NpeKa-
nunnapos [16]. ®akTopsl pucka XJITM, Hanuyme KOTOPbIX [OMK-
HO CTaTb OCHOBaHWeM Ans yrybneHHoro obcnefoBaHus, akTUB-
Horo noucka JII, npefcTaBneHsl B mabauye 2.

KNWHUYECKAA KAPTUHA U AUATHOCTUKA
Knununyeckune npoasnenus JIN-BJ1[] BknoyatoT TaxmnHo3, ofbiL-
Ky, LMaHO3, KUCNOPOAHYI0 3aBUCMMOCTb U BOPOHXO0OCTPYKTUB-
HbIli CMHAPOM, YTO TPYAHO OTAMYUTL OT NMPU3HAKOB OCHOBHOIO
3aboneBaHusa nerkux. ucdyHkumsa MK B pesynstate anutenb-
HOr0 BO3AENCTBMA MOBbIWEHHON MOCTHArPy3KM NpPOABNAETCSA
CUMNTOMAaMK NPABOXENYAOYKOBON HEJOCTaTOYHOCTU (remato-
Meranus, oTeku, Ype3MepHoe yBeNnYeHne Macchl Tena, TpYAHO-
CTW 3HTEPaNbHOTO NUTAHMUA).

OueHka nauvenToB ¢ JIN-BJI ponxHa HayMHaTLCA C TlWaTeNb-
Horo cbopa aHamHe3a Ans BbisiBneHUs (akTopoB pucka (cM.
ma6n. 2). Wpentndukaums JII oCHOBLIBAETCA Ha M3y4YeHWH
KnuHWYecknx, Guoxummyeckux (N-TepMuHanbHbIA dparmeHT
NMpPOropMOHa MO3rOBOFO0 HAaTPUWYpeTUYECKOro nentupa —
NT-proBNP) mapkepoB, a Takxe WMCMONb30BAHUU WHCTPYMeH-
TaNbHbIX AMArHOCTUYECKUX MeTOA0B. 30/10TbIM CTaHLAPTOM
aunarHoctuku XJITM aBnsaeTca kateTepusauns cepaua, Ho UHBaA-
3WBHbIA XapaKkTep WCCNefoBaHMA He NO3BOAAET UCMONb30BaTh
€ro B LeNiAX CKpMHUHTa u MoHuTopuHra JIT [5, 8, 10]. MokasaHo,

TabAnma 2 l

DaKTOpHI PHUCKA PA3BUTHA ACTOYHOU I'MIIEPTEH3UU Y MAAACHIIECB
c OpoHxoAerogHO Auciaasueu [8, 10, 12, 13, 17]

AHTeHaTanbHbIe

MNepuHatanbHble

HeoHatanbHble

® paca (TEMHOKOXMUe, a3uaTbl);

® ManoBoAue;

© XOpPMOAMHUOHUT;

® caxapHblil gnabet y matepu;

® 3Knamncus;

® 33/ep)Ka BHYTpUYyTpoOHOro pocTa

® He[JOHOIWEHHOCTb, 0COOEHHO
recTalMoHHbI BO3pacT < 26 Hefenb;
® Manas macca Tena npu poxaeHuu; ® npogomkutenpHaa WUBJI
® pebeHOK, ManeHbKuit gns
rectayMoHHOro Bo3pacra;
® rUnonnasus Nerkux; ® Fi0, > 0,3 Ha 30-7 fieHb XN3HN,

® paHHAs (pa3BuBLIascs [0 7-14 cyTok
XU3HU) NeroyHas runepreHsus;

M Kncnopoaortepanusa, B Tom yucne
AOMalWHAA;

nnona ® pOX[EeHne 0T MHOTOMI0AHOM B 36 HefleNb NOCTKOHLENTYaIbHOro
GepeMeHHOCTH; BO3pacTa;
® PaHHWI HeOHaTaNbHbIN cencuc ® rINOKCeEMUS;
® runepKanHus;
® NepcuUcTUpyioLLne BHYTpU- U
BHECEpAeyHble WyHTbI (OTKPbITbIN
apTepuanbHblii NPOTOK, CenTabHble
pedexTsl);
® CTEHO3 JIErOYHbIX BEH;
® HEeBMOHMUS;
® HU3KMe NpUOABKM Macchl Tena
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4TO AETU MEepBOro MONYrOAUA XKU3HU UMEKT HanboNbLWKA pUCK
ocnoxHenunit [18]. B uccnegosaHun M.L. O'Byrne u coasT.
B 1,4% cnyyaeB BbIMOJIHEHWE KaTeTepu3auuu cepaua npueo-
Luno K netanbHomy ucxopy [19]; no Apyrum AaHHbIM, YacToTa
JIETaNbHOr0 UCXOf[A UAU HEOOXOAMMOCTW B 3KCTpaKopnopasb-
HOIi MeMbpaHHOW OKCUreHaLWW Nocne NpoBefeHWs 3Toil npo-
Llepypbl coctaBuna 3,5%, Npu 3TOM y He[LOHOLWEHHbIX AeTEN PUCK
6bln B 4,95 pasa Boiwe [20].

KaTeTepu3sauuns cepaua, Kotopas no3BONAET NPOBOAMUTHL NpA-
moe u3mepeHue aasnenus B MK n oueHKy neroyHoi remoanHa-
MUKM KaK UCXOJHO, TaK U B OTBET Ha ObICTpble Ba30AMNATATOPSI,
LOJKHA BbIMOMHATLCA MO CTPOrMM MOKa3aHUAM, 0ObIYHO B TeX
cnyyasx, Korga 3xokappauorpaduyeckux AaHHbIX, NOATBEPIK-
patowux JIT, HeT, HO KNAMHMYeCKas KapTWHA YKa3blBaeT Ha ee
BO3MOXHOCTb [1, 8, 10]. MpoBegeHue KaTeTepusauun cepa-
L2 4 Tecta Ha Ba30peaKTMBHOCTb PEKOMEHAYeTCA nalueHTam
¢ BJ1[1 ons ouEHKM BO3MOXKHOTO BAMAHWA Ha pa3suTue JII wyH-
TOB (AedeKT MexnpecepAHO AN MexiKenynoykoBon nepe-
FOPOAKM, OTKPLITBIA apTepuanbHbIil NPOTOK), CTEHO3a JIErOYHbIX
BEH, Anactonunyeckoin guccyHkumum JIXK, aoproneroyHbix Konna-
Tepanei; C Lenblo onpefeneHus HeoOXOAUMOCTU B [OMONHU-
TeNbHO KOMOWHUPOBAHHOW Me[MKAMEeHTO3HOI Tepanuu, 0co-
6GEHHO B CUCTEMHOM NMpPUMEHEHWU MPOCTAHOMAOB; B YCNOBUAX
KNMHWYECKOrO YXyALWeHUA W 3XoKapauorpatuyeckux npusHa-
KoB ycyrybnenus JIT unu yxyawenns dyHKUUM xenynoykos [8].

Kucnopop sBnsietcsa «npenapatom BblOOpa» s OLEHKM
peaKkTMBHOCTM cocypaoB nerkux. Ecnn nocne 5-10-MUHYTHOW
nHranauum kucnopopa ¢ Fi0, > 0,8 oTmMeyaeTca NonoMuTeNb-
Has (Ba3oAMnaTauMOHHAA) peakLus, TO HUKAKUX AanbHenwWwmnx
MeAMKaMeHTO3HbIX TECTOB Ha Ba30peakTUBHOCTb He TpebyeT-
cs [10]. Mpoby ¢ KMCNOPOAOM, KaK MOKasan Hall OmbIT, MOXHO
npoBoOAMTL 1 BO BpeMs IxoKT.

IxoKI' cnyxuT Haubonee pacnpoCTPaHEHHbIM WHCTPYMEH-
TOM CKPUHWMHIA, UCNOJb3yeMbIM A1A NepBOHAYaNbHON OLEHKM
He[lOHOLWEHHbIX aeTen ¢ puckom passutua JII, a Takxe ponro-
cpoyHoro HabnoaeHus nauyuentos c JIF-bJ1A. C ero nomoubto
MOXHO BbIABUTb NpsAMble N KOCBeHHble npu3Haku JII. K npambim
npusHakam otHocATca nosbiweHus CAJA v cpANIA.

Mpu oTcyTcTBUM 06CTPYKLMKM BbIBOAHOTO oTAena MK, cTeHo3a
knanaHa neroyHon aptepuu CUJ1A paccunteiBaetcs no opmyne:

COJIA = 4 x TRIVZ + MM,

rae TRIV — nukoBas CKOpOCTb TPUKYCMUAANLHON perypruta-
ummM (MaKCMManbHbLIA CUCTONMYECKMIA TPAHCTPUKYCNUAANbHbIN
rpafueHT faBnexus);

OMNMN — paBneHue B npaBoOM npepcepauu.

CornacHo faHHoI opMyIie, K MOAYYEHHbIM 3HAYEHUAM XKeny-
LOYKOBO-NPEACEPLHOrO TPafMeHTA [ABNEHUA HYXHO npuba-
BUTb nokasatens [[[, koTopblit B HOpMe paBeH 5 MM pT. CT.,
HO NPU [UNATUPOBAHHOI HUXKXHEN NONON BEHE, KONNAbMpyoLe
Ha BOXe MeHee YyeM Ha 50%, cocTasnseT 10 MM pT. cT. [21, 22].

Y MHOrMX rpyaHbIX AeTel peryprutauus Ha TpexcTBOpYaToMm
KnanaHe HeAoCTaTo4Ha AfA TOYHBIX U BOCMPON3BOAUMBIX U3Me-
penunit TRIV metogom ponneporpacduu u noayyeHHoe 3Haue-
HWe He BCEraa No3BOseT HALEXHO oueHWTb AasneHue B K.
Tak, B pabote P.M. Mourani u coaBT. npu 3xokapauorpahu-
yeckom uccnepnoBaHuu 3HadyeHue CIOJIA ypanoch onpepenutsb
TONbKO B 61% cnyyaes, Npu 3ToM 6Gbina oTMeyeHa cnabosbipa-
KeHHas Koppensauua mexay pesynstatamu IxoKl u katetepu3sa-
umu cepaua [23]. B 6onee nospHem uccnegosanum J.M. Q'Leary
1 COaBT. C y4yacTuem 1262 60/bHbIX, KOTOPLIM B TeYeHMe 2 fHeil
nocne KMOC nposoannack IxoKl, MHBAa3MBHO NOATBEPXKAEHHASA

JIl umenacb y 47% naumeHToB 6e3 3aperucTpupoBaHHoi TRIV
npoTue 68% — c 3apeructpuposaHHoit TRIV (p < 0,001) [24].

Hawwn cobcTteeHHble pesynbratel KMOC y 7 6onbHbix ¢ B,
KOTOpbiM A0 3Toro Gbina nposegeHa IxoKIl, noateepxpatoT
BbIBOAbI 0 pa3nnumax B nokasarene CAJIA, usmepeHHoOM pasHbi-
MW METOAAMM. B 0TCYTCTBME NErOYHOTO CTEHO3a MW 0BCTPYKLMK
BbiBOAHOrO Tpakta MK CLJIA 06bIYHO PaBHO CUCTONMYECKOMY
pasnenuto B XK. Mpu BblpaXKeHHO! funataumm npasbix OTAEN0B
CepAla M HeAOCTaTOYHOCTM TPUKYCMMAANBHOMO KnanaHa fasfe-
HUe Mexay npaBbiM npepcepavem u MK MoxeT BbIpaBHUBATb-
CA, NpU 3TOM FPajMeHT AABNEHWUS MeXAy NpaBbiMU OTAeNnamu
cepaua cHuxaetcs. B To xe Bpemsa COJIA Bo3pacTaet, ogHaKo
310 He onpegensetcsa Ha IxoKI. Takum obpa3om, HawWK faHHble
KOppenupylT C pe3ynbraTamu WCCNefoBaHUA, NOKa3aBLKX,
4TO OTCYTCTBME TPUKYCNWUAANBHOW Peryprutauum npu Nero4yHom
cepaue He UCKNOYaeT faxe BblpaxeHHoi JII [22].

Ha ocHoBaHuMM 3xoKapauorpaduyeckux Kputepues onpe-
penenna COJIA JIT, cornacHo pekomeHpauuam EBponeiickoro
obuiecTsa kapanonoros (aHm. European Society of Cardiology)
n EBponeiickoro pecnupatopHoro obuectsa (aHm. European
Respiratory Society) no guarHoctuke u nedenuto JII (2009),
noApasfensercs Ha ManoBepoOATHYI, BO3MOXHYIO U BepoAT-
Hyto (maba. 3) [25].

CpZUJT1A 06biuHO Bbilwe 25 MM pT. cT. npu COJIA > 40 MM pT. CT.
Pacyer cp/lJIA Bo3MOXeH Ha OCHOBaHMW OnpeAeneHns BpeMeH-
HBIX MapaMeTpOB CUCTONNYECKOTO NOTOKA B IErOYHON apTepum
u ocywecTeaseTcs no dpopmyne A. Kitabatake [22]:

Lg(cpANIA) = —2,8 x (AT/ET) + 2,4,

roe AT (aHrn. acceleration time) — BpeMms ycKopeHus noToka
B BblHOCALLEM TpakTe MXK;

ET (aHrn. ejection time) — Bpems Bribpoca.

BmecTe ¢ TeM [JOCTOBEpHble AaHHble O [MAarHOCTUYECKOM
LLeHHOCTU OMUCAHHOTO MeTOAA C U3MepeHneM oTHoleHus AT/ET
ansa soisenenus JIM-BJ1 otcytcTByioT, nokasatens AT moxer

Ta0OAnma 3 l

Kpurepuu aAf OLIEHKU BEPOATHOCTU HAAMYUA
A€TOYHOMU rurepreHsuu [25]

Hanuuue IT | TRIV, M/c | CHJIAY, Notpe6HocTb
MM pT. CT. | B AONONHUTENIbHBIX
IxoKr-napametpax
Jar
ManoseposaTtHo [ < 2,8 <35 Her
Bo3moxHo <28 <35 JIE]
2,9-34 36-50 Het/pa
BeposTHo >34 >50 Het/na

[Tpubansureasnsie Beamanasr CAAA (mpu ycao-
BHH, 9TO AABACHHC B IIPABOM IIPCACCPANN COCTABAfCT
OKOAO 5 MM PT. CT.).

[Tpumeuanne. AI'— aerounas runeprensmst; CAAA —
CHCTOAHYECKOE AABACHHE B AerO9HOH aprepun; TRV —
ITIKOBAS CKOPOCTD TPUKYCIIMAAABHON PEIyPIITAITHIL
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pas3nnyaThbCaA [axe Npu MNPOBEAEHUW WCCNef0BAHMA OfHUM
CNeuuanucToMm, No3TOMy NMPUMEHEHWEe 3TOTr0 METofa He peko-
meHayetcs [26]. OnpegmeneHue cpOJIA pfaHHbIM cnoco6om
y 06cnefoBaHHbIX HaMu nauueHTos ¢ bJ1 Gbio HenHdopma-
TUBHBIM B CBSA3M C 6ONbLIOI NOrpewHoCcTbio Npy naave, 6ecno-
KoicTBe pebeHKa BO BpeMs NPOBEAEHUsA UCCNe0BaHuA.

K pononHutenbHbIM (KOCBEHHBIM) 3XOKappaMorpaduyeckum
npu3Hakam JII oTHocATCA:

® MoBbIlWEHWEe CKOPOCTU Peryprutauum Yepes knanaH neroy-

HOWi apTepuu;

® KOpOTKOE BpeMs YCKopeHus Beibpoca u3 MK B nerouHyio

apTepuio;

® aunatauusa npasbiX OTAENOB CEPALa;

® VCKPUBNIEHWE U AUCKMHE3UA MEX(OKenyAo4KOBOW nepero-

POAKM, 4TO XapaKTepu3yeT cucTonmnyeckyto neperpysky MXK;
® HeAOCTaTOYHOCTb IEFOYHOrO W TPEXCTBOPYATOrO KNanaHoB;
® [unarauus CTBOMA IErOYHON apTepuu;

® Hannyue MOTOKA C HU3KOWM CKOPOCTbIO, ABYHANpaBeHHbIl

WNM NpaBo-NeBblii COPOC KPOBM uYepe3 OBajbHOE OKHO,
BHYTPUCEPLEUHbIE LWYHTbI, OTKPbITbIA apTEPUANbHbIA NPOTOK;
® runeptpodus crenku M3, MexokenynoyKoBON Neperopoaku;
® noBblleHNe nHeKca IkcueHTpuyHocTu JIXK — cooTHowe-
HUA NepneHANKYNAPHOTO U NapannenbHoOro neperopopke
avnametpos JIXK;
® M0BbIlEHNE COOTHOLWEHUSA [AUTENbHOCTU CUCTONBI U Ana-
CTOJIbl HAJ TPEXCTBOPYATHIM KanaHoM.

Psap nepeyncneHHbIX NPU3HaKOB HOCUT CYObEKTUBHBIIA XapaK-
TEp, NOABASETCA HA NO3AHWX CTaAMsAX 3aboneBaHus, Npu Tsxe-
noit JIl, neroyHom cepaue [13, 21, 22].

Hapagy c dyHKumMoHanbHOW oueHKkoit MK BaxHa oueHka
cucTonuyeckoii n guacronnyeckon dyHkumm JIXK. lo 25% petei
¢ JIT-BJI[} moryT uMeTb NpU3HaKM AWNACTONNYECKON AUCHYHK-
umu JIXK no paHHbIM KaTeTepu3auum [27]. B ycnoBusx BbICOKOW
noTPeOHOCTY B HA3HAYEHUN JUYPETUKOB B CBA3M C OTEKOM Jler-
KUX UM Npu HepocTaTtoyHoM oTteeTe Ha JIAT-cneuuduyeckyio
Tepanuio HeobxofuMa creyuanbHas oLeHKa MapKepoB AWacTo-
nunyeckoii gucdyHkuum JIXK, KoTopas MoxeT ABUTLCA NPUYMHON
noctkanunnspHoi Jir [8].

Mo 3akntoyenuto skcneptos no JIF-BJ1 Cetn no JIM y peteit
CIWA w Kanapbl (aHmn. Pediatric Pulmonary Hypertension
Network — PPHNet) (2017), BcecTopoHHee 3xoKapauorpaduye-
cKoe uccnepoBanue aas ckpuHuHra JII y HefOHOLWEHHbIX TpyA-
HbIX fleTell [OMKHO BKIOYaTb Kak MUHUMYM: 1) NOMHYIO OLEHKY
AQHATOMUYECKUX CTPYKTYP C LeNbi0 BbIABNEHUA aHOMaNNIA, WYHTOB
1 NeroyHbx BeH; 2) oueHky pasmepos [, JIXK, runeptpoduu,
CUCTONNYECKON U LMacTonnyeckon hyHKLMK; 3) u3yyeHue noso-
KEHUA MEXOKeNyAo4YKOoBOW NeperopofKn B CUCTONMY M AMAcToNy;
4) onpepeneHue CKOPOCTEii peryprutalLMoHHbIX MOTOKOB Ha TPex-
CTBOPYATOM KJIanaHe U KnanaHe JIero4Hoin apTepuu; 5) ogHoBpe-
MeHHyto peructpaumio CCAL [8]. Hanuuune cbpoca kpoBu cnpasa
HaNeBO yKa3blBaeT Ha cynpacuctemHyio JIT, B To BpeMs Kak ABYHa-
NpaBAeHHbIA WYHT CBUAETENbCTBYET 0 cuctemHoi JII [17].

AHruorpacus B psge ciyyaes Heob6xoanMa s OLEHKM aHaTo-
MWW 1 NEFrOYHOW reMOLMHAMMUKM, HAapYLLIEHUS KOTOPOI MOTYT Bbipa-
aTbcs B nosbiweHun CAJTA kak 6e3 yBennyeHus, Tak U ¢ pocToMm
neroyHoro cocypuctoro conpotusnenus [17]. IxoKl He Bcerpa
NO3BONAET YCTAHOBUTb HANMYME CTEHO3A JIErOYHbIX BeH [28].

Onddepenunanbhas  pguarHoctuka JIM-BJII  nposoaunTtca
¢ octponn JII HoBopoxaeHHbIx U XJITM, He cBasaHHon c¢ BJIJ
(cm. ma6n. 1). Mpu nposepeHun KT opraHoB rpymHoi Knet-
KU Yy BAUTENbHO Kucnopopo- uau VBJ1-3aBucumbix mnageHues
3a BJIL, moryT 6bITb NpUHATBEI AeduunT dunammHa A 1 anbeeo-
NAPHO-KaNWANApHasA [UCNAA3nsa, CONPOBOXAAIOLWMECH BbICOKOIA

XJITM. [Ins ux UCKNIOYEHUs LenecoobpasHo NpoBefeHUe reHeTH-
yeckoro uccnegoBanus, buoncum nerkux [29-32]. Mpu nogo3pe-
HUW Ha anbBeONAPHO-KaNWINAPHYIO AUCMNA3MI0, XapaKTepusyto-
LWylCA PaHHMM HAcTynneHneM feTanbHOro UCXOAA, BaXHO PaHO
YCTaHOBUTb [MarHo3, YytoObl U36exarb GeccMbiCIEHHOMO NpoBe-
AEHUsl 3KCTpaKopnopanbHoi MeMbpaHHoil okcureHauum [33].

CKPUHUHT
CylwecTByeT psag 3KCNepTHLIX MHEHUI 0 TOM, Korga HeobxonumMo
npoBofuTh CKpuHUHr JIT-BJ10 [34].

CornacHo 3aknioyenuto 3kcneptos PPHNet, axokapguo-
rpacuyeckoe uccneaoBaHue € Lenbio CKpuHuHra JII fonxHo
BbIMONHATLCA: 1) MpW pasBUTUM TAXENOH TUNOKCEMUYECKO
AblXaTeNbHOo He[OCTaTOYHOCTU BCKOPe Noc/e poxaeHus, obyc-
NOBNEHHON npeumyllecTBEHHO nepcuctupytowen JII Hoso-
POX[EHHBIX, HECMOTPA Ha ONTUMaNbHYIO TEpPanuio OCHOBHOIO
3aboneBaHus nerkux; 2) npu coxpaHsiolieiics Heobxogumoc-
T B WBJI Ha 7-i1 peHb xu3Hu (cdaktop pucka BJA); 3) npu
COXpaHstolencs HeobXo[MMOCTH B PECNUPATOPHON NoaaepKKe
B ntobom Bo3pacTe; 4) B 36 Hepenb KB [8].

Pekomenpaums nposogutb IxoKl B 36 Hegenb MKB (Bo3pacTt
VCTaHOBNEHUs AuarHosa uan onpepenenus taxectn bJ10) npu-
CYTCTBYET BO BCEX COMMACUTENbHbIX JOKYMeHTax [1, 4, 7, 8, 34].
OpHako K 3Tomy Bo3pacty 4yactota JIM-bJ1[l focTaToyHO BbICOKA
u cocTaBnseT 9-29% [13, 17]. Moatomy y mMyOOKO HELOHOLEH-
HbIX JeTeil C haKkTopamu pucka MoxeT ObiTb LenecoobpaseH
ckpuHuHr JII go 36 Hegenb MKB [5]. MNpepnaraeTtcsa npoBoguTh
nepsoHavanbHblil cKpuHuHT JII B 32 Hegenu NMKB unn 2 mecaua
XU3HU (B 3aBUCUMOCTM OT TOrO, 4TO HACTYNUT pPaHblLe) y MIafeH-
LIeB, POJMBLIMXCA C recTalyoOHHbIM BO3PaCcTOM MeHee 28 Hepenb,
a TaKkXe mnageHLes, Bce ele Hyxpaawwuxcs 8 NBJ1/CPAP B B03-
pacte 1-2 mecaues unu ¢ notpe6HocTbio B Fi0, > 0,3 [35].

Kpome Toro, MnageHupsl 63 Npu3HaKoB 3aboneBaHus Nerkux
B 36 Hepenb [1KB, HO popumBlIMeECs C reCTaLMOHHBIM BO3PAcTOM
MeHee 28 Heflenb UAU UMelOWMe AUArHO3 3a[EPXHKU BHYTPUYT-
po6HOro pocta nnoja, AOMKHbI NPOTU CKPUHUHT B 36 Heaenb
NMKB. Mpu noapreepxpeHun JIT-BJI[, ee nocnepyowas oueHka
OyaeT onpefensaTbCs CTENEHbIO U TAXKeCTblo (heHoTuna 3abone-
BaHuA. MnageHupl, y kotopblx JIT-BJ1J B 36 Hepenb KB He guar-
HOCTUPYIOT, AOMKHbI OyayT npoiTv nosTopHyto IxoKl uyepes
1-2 mecsAua Npyu HanMuuMKM NEpPCUCTUPYIOLLMUX PECNUPATOPHbIX
CMMNTOMOB, NOCTOSIHHO NOTPEGHOCTU B KUCNIOPOAE, HApyLIEHN M
pocTa u/uan NUTaHMs, OTCYTCTBUM YyYlIEeHUs cocTosHus [17].
be3ycnoBHbIM ocHOBaHuUeM ana nposefeHns ckpuHudra JIr-bJifg
ABNAIOTCA NEroYHble runepTeH3noHHbIe Kpussl [9, 10, 36].

TEPANUA

JleyeHue JIT-BJ1[, TpebyeT afekBaTHOW pecnupaTopHOi MOA-
LEPXKU W Ha3HAYEHWA NIEeroYHbIX BAa30AMIATaTOpOB, CMArYato-
KX NOCNEACTBUA MOBbIWEHHOW MocTHarpy3ku Ha MXK. Y mna-
neHues ¢ Tsxenon JIF-bJ1M, kotopeim Tpebyetcs WBJ1, ueneco-
06pa3Ho NCNob30BaTh CTPATErMI0 KOTKPBITBIX» NErKUX, KOTOPas
HanpaBfieHa Ha NpefoTBpaLLeHNe HeCOOTBETCTBUSA BEHTUAALUM
1 nepcy3nn n 06bIYHO BKIIOYAET NPUMEHEHUE BBICOKMX [blXa-
TeNbHbIX 00beMOB (8-12 MA/KT) C AJMTENbHBIMW BPEMEH-
HBIMM naTTepHaMu (4acToTa fpixaHus < 20 B MUHYTY, Bpems
Baoxa > 0,5 c.), 4ToObl NpeofoneTs hU3M0N0rMYecKoe MepTBOe
MPOCTPAHCTBO W YNYYWWUTb BEHTUNALMIO 06NACTEN C BbICOKUM
CONpPOTWB/IEHUEM B NerKux [4, 37].

Heo6x0AMMO MOMHWTb, YTO K FMMOKCEMUU MPUBOASAT racTpo-
330dareanbHas pedniokcHas 601e3Hb, acnupauus u/unu Tpaxeo-
GpoHxomanaums. MocnegHsas moxer BcTpeyatbes y 60% Hepo-
HoweHHbIx geTeit ¢ JIM-BJJ [38]. Ocoboe BHUMaHWe AOMKHO
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VAenaTbCA NpoduNaKkTUKe pecnupaTopHO-CUHLWUTUANbHOW BU-
PYCHOI MHMEKLNUM U TpUNNa, UCKIOYeHWI0 BO3AENCTBUA Tabay-
HOro fbiMa. Y MnafeHueB, BbIMUCAHHbIX HA AOMONHUTENbHOI
LOTaLWMM KUCNOPOAR, ChepyeT AoxpAatbca paspewenus JII
no AaHHbiM IxoKTl, a 3aTemM NOAHOCTbIO 0TKA3aTbCs OT KUCI0PO-
potepanuu [1, 8].

Tepanua JII ocHOBaHa Ha KJETOYHbIX MexaHW3Max peryns-
LMK TOHyCa cocynoB. B Hux yyacteytoT: 1) okcup asota (NO) —
pacTBOpMMasn ryaHWNaTuMknasa — LUMKIANYECKMit TyaHUIMOHO-
tdocdar (urMe); 2) snpotenun; 3) npoctauuknuH. OTnpasHo
TOYKON ANA BCex NyTell ABNAETCA BBeAeHWe Kucnopoja —
M3BECTHOTO MOLLHOrO NleroyHoro Basopunaratopa [10]. Kucno-
poAoTEpanuio HeobOX0AMMO MCMONb30BaTh ANA MPOGUNAKTUKM
3NU30[0B MW CTOWMKOA TMMOKCEMUW C LENbK MOAAEPKAHUSA
Sp0, Ha yposHe Bblwe 92% npu nogo3speHnn Ha JII n Bblwe
94-95% npw noaTeepxaeHHon JIT-BJ [1, 8, 36, 39]. Taxenas
JIl moxeT notpeboBarb npumeHerus UBJ1 1 HanoxeHus Tpaxeo-
CTOMbI AN15 NPOUNAKTUKM TAXeNoit fecatypauun [4].

Dapmakonoruyeckylo Tepanuio HeoOXoAMMO HaYMHATL y na-
LIMEHTOB C MPWU3HAKAMW BbIPAXKEHHOIO MOBbLIWEHUA IETOYHOTO
COCYANCTOrO COMPOTUBIEHWA W MpPaBOXeNy[0YKOBOW HepocTa-
TOYHOCTM (Npu BbiABNEHWUK runeptpotdun u auchyHkumnn MXK),
KOTOpble He CBA3aHbl C NaToON0r1eN NeBbiX OTAEN0B CepaLa Um
CO CTEHO30M JIeroYHblX BeH, BeHo3HoW JII [8]. BeHo3Has JIN —
npoTtusonokasaHue gnsa JIAM-cneumnduyeckoit Tepanuu [10].

CornacHo pekomeHpauusm EBponeiickoit cetn no nepuar-
PUYECKUM  JIEFOYHBIM  COCYAMUCTBIM  3aboneBaHuAM  (aHmM.
European Paediatric Pulmonary Vascular Disease Network)
2016 r., nekapcrBeHHas Tepanua JII [LOMKHA HOCUTb CTyneH-
yaTblil xapakTtep [36]. B kayecTBe npenapara nepBsoro Beibopa
peKoMeHyeTCA UCNONb30BaTh CUAAEHAUN — MOLHbLIA cenek-
TUBHBIA MHIMOUTOP LUIM®-cneunduyeckoit docthopmnacTepass
5-ro TMna. Bonpoc o ero Ha3HauYeHWn MOXET paccMaTpyUBaThCS
B C/lyyae, eCnu 4-HefenbHas KNCNOpofoTepanus Ans LeneBoro
Sp0, 6onee 95% npu noaTeepxAeHHOI JIT He NPUBOANT K CHU-
xexuio CUJTA npu KOHTPOSILHOM U3MEPEHWU UNIU, B COOTBETCTBUM
¢ pekomeHpauuamu akcneptos no JIM-bJ1 PPHNet (2017), ecnu
CONA npesbiwaet 2/, ot CCALL [8, 36]. Cunpenadun npumeHser-
cs B cTapToBOi po3e 1-1,2 mr/kr/cyT B 3—4 BBEAEHUs per OS.
Mpu oTcyTcTBMM N06OUHBIX IdeKTOB (cUCTeMHAs apTepuab-
Has rMnoTeH3us, npuanu3m) fo3a cungeHaduna nog KOHTpoaem
IxoKl MoxeT 6bITb MOCTENEHHO YBeNMYEHA A0 [OCTUXKEHUS
wenaembix 3HavyeHunin CAJIA; makcumanbHas [03a npenaparta,
B COOTBETCTBUU C OTEYECTBEHHbIMU PEKOMEHJALMAMM, COCTAB-
nset 8 mr/kr/cyt [39].

Mpu HazHayeHuW cunpeHaduna peKoOMeHAYEeTCA MNOCTOSH-
Hblli KoHTponb CCALL u ypoBHA okcureHauuu, 3deKTUBHOCTL
neyeHns nossonset oueHuts IxoKl ¢ onpepeneHuem CHJA.
MockonbKy 3tdeKkT oT nNpuMeHeHus cunpeHadpuna Hactynaet
Ve yepes 15 MuHyT nocne ero npuema, IxoKl u Koppekuus
L03bl MOTYT MPOBOAUTLCA eXefHeBHO. Tepanua cungeHadunom
npuBOAMT K yny4yweHuio Sp0, u xokapanorpacpuyeckux napa-
meTpoB y 80-88% nauwueHTos ¢ JIN-BJJ [12, 40].

Mpu onpepeneHHoi no aaHHbIM Ixo-KI HeathdeKTUBHOCTH
Tepanuu cunpeHadunom B MaKCUManbHoI fo3e yepes 4 Hepenu
OT Hayasna npuema npenapara, pa3BuTUKU NOOOYHBIX IDDeEKTOB,
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