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0O60cHoBaHMe. BHeapeHne B KIIMHNYECKYIO MPaKTUKY YCTPOMCTB MEXaHUYECKOM NOAAEPIKKM KPOBOOBPALLEHUSI M TEXHOJIOTMI
TpaHcnnaHTaumm cepaua y AeTen MeHSIeT NoAxoAbl K AnarHoOCTUKE M Tepanuu cepaeyHour HepoctatoyHocTn (CH) y aeten.
B Poccuiickon deaepalmu onbIT MpoBeAeHUs NoA06GHbIX ornepaumni KpanHe orpaHMyeH, NoCKO/bKY 0 HACTOSILLEro BpeMeHH!
OTCYTCTBYIOT tOpUANYECKME MeXxaHU3Mbl puKcayun BOJNIEU3BABIIEHUS TpaxgaH OTHOCUTE/IbHO BO3MOXHOCTU [MOCMEPTHOIO
MCrob30BaHUsl OpraHoB A5l TpaHcnaaHTauuy. OnucaHme KJIMHUYeCKoro ciayyas. [lpejctaBieH peakui ciaydan pebeHka
C peppaKTePHON K KOMOMHMPOBaHHON Tepannn (BKIOYaILWEN KapaMOTOHUYECKYIO MOAAEPIKKY U UMIMAAHTaLMI0 KapanoBep-
Tepa-aepubpunnatopa) xpoHnyeckon CH, BbI3BaHHON MOCTMUOKapAUTUYECKON ANNaTaLlMOHHON KapAnomMuonaTuen, notpe-
6oBaBLLeN nepecagkn cepaua. OnucaHbl TeYeHMe MocaeonepaLmMoHHOro nepuojaa, crieynduyeckme U Hecrieynduyeckme
OCJI0)KHEHMS1, NOAXOAbI K MX AMArHOCTUKE U KOPPEKLMN. 3aKlo4YeHHne. B 0TCYyTCTBUU KOPPEKTHOIO aHam3a HecrneynduyecKkmx
€1ab60BbIpaXKEHHbIX CUMITOMOB MUOKapPAMT MOXET MporpeccupoBath 0 AnaaTaLMOHHON KapAMOMMONaTum 1 OCAOIKHSATLCS
pa3Butnem peppaktepHor CH. EAMHCTBEHHbIM METOAO0M COXPaHEeHUs U3HU pebeHKa B 3TOM ciyyae 6yaeT TpaHCnaaHTaLUmus
cepaua, KoTopasi Conpsi>KeHa ¢ BbICOKMM PUCKOM pa3BUTUSI MHOTOYMC/IEHHBIX, B TOM YACJIE XXM3HEYPOXKAIOLLMX, OCIIOKHEHUHN.
KnroyeBble cnoBa: [eTy, MUOKapAWT, AnnaTalMoHHass KapauoMuonaTusi, cepaedyHasl HeJoCTaToOqYHOCTb, TpaHCraaHTaLms
cepaua, AMarHoCThKa, J1e4eHne, MexaHM4yecKkas noaaepKKa KpoBoOOPaLLEHUS, OCIOKHEHUS, KapanoBepTep-aednbpuinis-
TOP, PUCK, KIMHMYECKOE HabIloAeHHE.

(Ansa ymtnpoBaHuns: banvikoBa J1.A., HaymeHko E.W., UBgHcKkasa H.B., MNeTpywkKnHa t0.A., Bnacosa E.A., Yp3aeBa H.H.,
JNleoHTbeBa U.B., Yp3aeBa A.H. TpaHcnnaHTaumna cepila Kak MeToj nedyeHus pedpakTepHon cepaeyHon HeoCTaTOYHOCTH
BCNEeACTBME MOCTMUOKAPAUTMYECKON AMNaTalMOHHOM KapAuMOMMOMNaTUKU: KIMHWYECKWUM cnydvan. Borpockl coBpeMeHHOM
negmatpmmn. 2019; 18 (2): 125-133. doi: 10.15690/vsp.v18i2.2015)

OBOCHOBAHME

CepaoeyHass HepgoctaTodHOCTb (CH) — KAMHM4YecKoe
COCTOSIHME, Ne4YeHne KOTOPOro NpeacTaBnsieT O4Hy U3 Hau-
6onee akKTyallbHbiX MNPO6GMEM COBPEMEHHOM MeEAULMNHbI
BC/IEACTBME BbICOKOM 3a60/1eBaeMoCTu [1] M cMepTHOCTH [2].
PacnpoctpaHeHHocTb CH cpean aeten LWMPOKO BapbupyeT:
no pa3HbIM AaHHbIM, oT 0,97 go 7,4 Ha 100000 [2] B 3aBu-
CMMOCTM OT BblGpaHHbIX KPUTEPUEB AMATHOCTUKM U OBCYHK-
faemon Hozonormn. Oxumpaetcs, 4yto B CLUA kK 2030 roay
6onee 8 mnH yenosek (1 n3 33) 6yayt umetb CH, a npo-
rHO3MpyeMble MpsiMble 3aTpaTtbl Ha JeyeHue nauueHToB
coctaBaT 160 mnpg gonnapos [3]. B CoeanHeHHbIX LTaTax
CTaLMOHapHoe neYyeHune no npuynHe CH exxerogHo nonyyatot

10-14 Ttbic. peten [4], a pacxofbl Ha rocNUTanM3aLmio geten
B nocneaHune 10 net Bbipocnu B 2 pasa [5]. Mo Poccuiickon
depnepaumm NogobHble CBEAEHUS OTCYTCTBYIOT.

TakTvka BefeHus u ucxog CH y getent CylleCTBEHHO
OT/INYAOTCA OT B3POC/blX [6], YTO BbI3BAHO TUMUYHbLIMMU
ONS AEeTCKOro Bo3pacTa NpuYMHamu cepaevyHon AUCOYHK-
LMW HEULEMUYECKOTO reHe3a (BPOXKAEHHbIE NMOPOKK cepa-
La, KapauTbl, KapagMoMUonaTuun, HapyweHUs puTMa u BHe-
cepaeyHble 3aboneBaHuns) U ocobeHHocTIMK TeyeHus CH
(6bicTpaa gexkomneHcauuss Ha ¢oHe MHWMMOro 6aarono-
Nly4yns B paHHEM BO3pacTe U B KPUTUMYECKUE Mepuoabl OeT-
ctBa) [7]. Ycnexu xupyprum BpPOXKAEHHbIX MOPOKOB cepjLla
NO3BOJIUIN CYLLECTBEHHO CHU3WTb PacrnpocTpaHeHHOCTb
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n Taxectb CH B getckon nonynaumu [8]. OgHaKo nevyeHune
JeTen C KapavomuonatusMu Mo-npexHemy npeacraBnser
cepbesHylo nNpobnemy. Takne naumeHTbl HyX4atTcs B NOCTO-
SAHHOW MeANKaMeHTO3HOM Tepanuu, a npu ee HeahdEKTUBHO-
CTM — B MMMMAHTaLMK KapaMoBepTepoB-a4edUOpmNIaTopoB
M PECUMHXPOHU3ATOPOB, @ TaKXe YCTPOMCTB MeXaHW4YeCcKowm
noAAEPKKN KpoBoobpalleHus [4, 7, 9]. Npu HecocToATENbHO-
CTW 3TUX NpoLeayp NoKaldaHa TpaHcnaaHTaums cepaua [10].
OCHOBHbIMM MOKa3aHUAMMN K NPOBEAEHUIO ONepaLmn y geTen
ABNAOTCS XpoHuyecKas CH, pe3ncTteHTHas K KOMMIEKCHON
MeAMKaMEHTO3HOM Tepanuu U Tpebytollasd HenpepbiBHOM
MHOY3MM MHOTPOMHbIX areHToB (cTagua D); mporpeccupyio-
Was BTOpUYHaAsA NlerovyHas runepTeH3us npu HejocTaTou-
HOCTM NEeBOro Xesnyaodka; GynbMUHAHTHAsA XU3Heyrpoxkato-
Las apuTMmng nNpu oTcyTcTBMK adpdeKTa oT hapmaKoTepanum
W OpYrnux MeTodoB fle4YeHusl; KOMOUHUPOBAHHbIE BPOXAEH-
Hble MOPOKK cepaua, Henoagdatowmecs Koppekumm [11].

B nogaBnstouwem 6onblinHcTBE cnydaeB (4o 80%) noso-
[IOM AN NeanaTpuMyecKomn TpaHcnaaHTauun cepaua sSBnstoT-
cs TepMuHanbHaa CH BcneactBue agunataumMOHHOW Kapamo-
MUoNaTUM U BPOXKAEHHbIE MOPOKK cepaua [12]. HecmoTps
Ha OTHOCWUTENbHO BbICOKYIO PacrnpoOCTPaHEHHOCTb BPOX-
[eHHbIX NOPOKOB cepALa, NoTPebHOCTb B TpaHCcMAaHTauuu
cepaua y 3Tux NauMeHToB yMeHblumnacb ¢ 81% B 1990 r.
0o 54% B 2013 [13]. NapannenbHoO B nocnegHee Bpems
BO3pocna [ons [eTer, B 4aCTHOCTM cTapllero Bo3pacTta,
Hy>JalowWwmnxca B nepecajke cepila no npuynHe gunatauu-
OHHOWM Kapauomuonatuu [14]. PacwmpeHne nokasaHum ans
TpaHcnaHTaumMmM ceppla obycnoBliEHO BbLICOKOW JneTasib-
HOCTblO 60/IbHbIX B 3TOW rpynne: B Te4eHMe NepBoro roga
HabnoaeHnsa ymupaer 26-30% peten ¢ aunatauMOHHOWM
Kapauomuonatuen, B TedeHune 5 net — 35-40%, rnaBHbIM
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06pa3om oT XxpoHuyeckon CH, TpoM603MBOINN UK HapyLle-
HUW puTMa cepaua [2, 7, 15].

Llenb npeacraBneHHOro HUXe KIMHUYEeCKOoro Habnwae-
HUS — NPOAEMOHCTPMPOBATL MaNOCUMMMNTOMHOE BGbICTPOMNPO-
rpeccvpytollee TedeHme NoCTMUMOKapAUTUYECKOW KapAnoMKO-
naTuKn, OCNOXXHEHHOW pedpaKkTepHon CH, noTpeboBaBlLiew
TpaHcnnaHTauun cepaua y pebeHka. lNpeacraBneHHbi npu-
Mep NpU3BaH NpuBeYb BHUMaHWE NeauaTpoB K npobneme
paHHen AMarHocTUKK U neveHnss CH B COOTBETCTBMU C MEXK-
[lyHapoAHbIMX PEKOMeHAaUMAMM U MPOAEMOHCTPMPOBATH
BO3MOXHOCTb TPaHCNAaHTaumMM cepaua npu pedpakTepHo-
CTU K KOMMNEKCHOM Tepanuu, a TakKe onacHOCTU OCNOXKHe-
HWI, CBA3AHHbIX C Nepecaaxkon cepaua.

KNIMHUYECKHUIA NPUMEP

O nauueHTe

Manbyuk P, Bo3pacTt 9 neTt, pycCKui, npoxusaeT B I. Ca-
paHcke (Pecnybnunka Mopaosus).

N3 aHamHe3a. Pe6eHOK OT NnepBon 6epeMEHHOCTH, NPO-
TeKaBlen Ha GoHe NpesKIammncum, NepBbiX CPOYHbLIX POAOB.
Macca Tena npu poxaeHunn 3050 r, anmHa — 50 cm. OueHKa
no wkane APGAR 8/8 6annoB. [lepnoa HOBOPOXKAEHHOCTH
OCNIOXHMACA KedanorematoMon MnpaBOW TeMEHHOM obna-
CTV (yaaneHa Ha 12-e CYT XW3HW), HeoHaTallbHOM XKenTy-
X0N. PU3NYECKOE U HEPBHO-MCUXMYECKOE Pa3BUTUE Ha nep-
BOM rofly M3HW COOTBETCTBOBASIO BO3pacTy. Ha rpygHom
BCKapm/MBaHuUM [JO 2 MecC, Janee Ha WCKYCCTBEHHOM.
MpodunakTMyeckne NPMBMBKM — MO HALMOHANbHOMY KaneH-
napto. M3 nepeHeceHHblx 3ab6oneBaHuWi: nepuHaTtanbHas
nocTrunoKcuyeckas asHuedanonaTns; CMHAPOM MOBbILIEH-
HOM HEepPBHO-pedNIEKTOPHOM BO36OYAMMOCTH; racTpoasodare-
anbHbIV pednioKe 1-i CT.; AYyOAEHWT; OCTPble PECMMPATOPHbIE
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Heart Transplantation as a Treatment Method
for Refractory Heart Failure due to Post-myocarditis Dilated

Cardiomyopathy: a Clinical Case

Background. Implementation of mechanical circulatory support and heart transplantation technologies in paediatric clinical practice is
changing approaches of diagnostics and treatment of heart failure (HF) in children. The experience of carrying out such operations in
Russian Federation is extremely limited until recently due to absence of legal mechanisms of people declaration of intention recording
about postmortal use of organs for transplantation. Clinical Case Description. The rare clinical case of drug-refractory (cardiotonic
agents and cardioverter defibrillator implantation) chronic cardiac failure caused by post-myocarditis dilated cardiomyopathy (DCM)
which demanded heart transplantation. Postoperative course, specific and non-specific complications, diagnostics and correction
approaches are described. Conclusion. In the absence of proper analysis of non-specific slight symptoms myocarditis can progress to
DCM and be complicated by development of refractory HF. The only method of sustaining child’s life in such case is heart transplantation
which is connected with high risk of numerous and life-threatening complications.
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BUPYCHble MHDEKLMK; PUHODAPUHIUT; BHEGONbHUYHANA 1EBO-
CTOPOHHAS MHEBMOHUSA cpedHen cTeneHun Tsxectn (2012);
aTOMMYECKM AepmaTuT; BUpax TyOEepKYIMHOBbIX Mpo6
(2012), cHAaT ¢ y4eTa B 2013 r.; TPaxeo6bpPOHXHUT, TMMbaaeHo-
naTus WenHo-noa4entocTHom obnactm (2015).

HapyleHus cepeyHom AesTeNbHOCTU B BUAE YacTOM 3KC-
TpacucToNnnun BnepBble Gblan BbiiBNEHbI NEANATPOM B CEHTS-
6pe 2014 r. B Bo3pacTte 4 net 10 mec nocne nepeHeceHHomn
OCTPOW pecnupaTtopHOn MHOEKLMM HEYCTaHOBIEHHOM 3TWO-
noruu. Mo aneKktpokapavorpamme (3Kl yactota cepaeyHbix
COKpaleHun 75-90/M1H, HU3KUI BONbTaxK KoMniekca QRS
B CTaHAAPTHbIX OTBEAEHMSX, YacTble OAMHOYHbIE WU FPynmno-
Bbl€ MOAMMOPOHbIE }KeNyao4KOBbIe 3KCTpacucTonbl. bnokaaa
nepeaHen BeTBU IEBOM HOXKM NyyKa [Mca. B obuiem aHanu-
3e KpoBwW OT oKTA6ps 2014 r. BbiSBNeH numdouuntos. HYepes
1 mec pe6GeHOK O6bll OCMOTPEH KapAMOIOroMm: Hal3Haye-
Hbl MPOTMBOBOCMANUTENbHbIE, MeTaboNMyYecKkne cpeacTea
1 foobcnegoBaHue Ans UCKIOYEHUS MMOKapAnTa ¢ Noparke-
HUEM NPOBOASLLEN CUCTEMBI CcepaLa. XONTepOBCKOE MOHUTO-
pupoBaHue IKI BbIABUIO CKIOHHOCTb K 6paanKapann AHEM
(cpeoHaa 4acToTa cepAeyHblX COKpalweHun 93 ya./MuH);
yacTtble (6onee 22 TbiC. 3@ CYTKM) OAMHOYHbIE XKEeNyA0UYKOBbIE
3KCTPACUCTONbI MO TUMY anfopPUTMKUK; NapHble (OKONO 2 ThiC.
3a CyTKM), rpynnoBbie (79 3a CyTKW) SKCTPACKUCTONbI U Mpo-
6exXKn Heyctonumsown (no 4-7 QRS) »Kenyoo4yKoBOW Taxwu-
Kapauu (9 3a cyTtKu). MNpu axokapanorpadmn (AxoKrl) BbiAB-
JIEHO CHUXXeHUe dpaKumm Bblbpoca 1eBOro xenygoyka (J1XK)
no Teichgolz go 54% (Hopma, N, > 60%) 1 yBenM4yeHue KoHeu-
HO-AMacTonmyecKkoro pasmepa JIXK go 40 mm (N 27-36 mm).
OgHaKo No nNpuyYMHE OTCYTCTBUSA MaHUGDECTHbIX KAMHUYe-
CKMX NMPU3HAKOB M XOPOLWIEr0 CaMO4YyBCTBWUSI Ha MOBTOPHbIN
OCMOTP K Kapauosory ¢ pesynbraTamu o6cnegoBaHusa Mama
C pe6EHKOM He ABUIUCH.

B mapte 2015 r. (4epes nonroga oT MOMEHTa MaHuUde-
cTauMn CMMMTOMOB) B CBSI3M C HapacCTaHWEM WMHTEHCUB-
HOCTM apuUTMKK, KOTopas Gblna yCTaHOBEHA BpayYoM-neam-
aTpOM MpKW ayCcKynbTauuu nocne NnoBTOPHO MepeHeCceHHOoM
OCTPOM pecnupaTopHON WHOEKUMKU, BNepBble rocrnuTanu-
3UpoBaH B Kapauonornyeckoe otaenexHve [eTckon pecny-
6/IMKAHCKON KJIMHUYECKOW 60nbHULbL. [pn nocTynneHuu
06bEKTUMBHO OTMEYanucb YTOMASEMOCTb W Hebonblias
oAblliKa Npu ©GU3MYECKOW Harpy3ke, 3IMOLMOHaNbHas
NabunbHOCTb, MIOXOM anneTuT, peaxkue 60U B XKUBOTE,
nepuoanyecku Kauenb. Mo gaHHbIM IX0OKI: KOHeYHbIM ana-
ctonun4yecku pasmep JIK 46 MM, KOHEYHbIN CUCTOSIMHECKUI
pasmep JIXK 38 mm, dpaKkums Bbibpoca no Teicholz 46%.
[narHocTMpoBaHbl «MUOKapAMT C MOPaXeHWeM MpPOBOAS-
LLIEN CMCTEMbI CEPALLa TUMa XKEeNyAO4YKOBOMW 3KCTPACUCTOSNH,
TaxnKapauu. M3 rpynnbl pUcka no gunatauMoHHOM Kapauo-
Muonatun. XpoHuyeckasa CH IIA—I cT., Il GyHKUMOHANbHbIN
knacc no NYHA». Buoncua mMuokapga ans sepudbuKaumu
AMarHo3sa He BbIMo/HSaNach.

HasHayeHWe aHTMapUTMUYECKMX (amMoaapoH, Annanwu-
HWH), MPOTMBOBOCNANUTENbHbIX (NPEAHW30MI0H, 3aTeM Iua-
POKCUXSTOPOXMH), UMMYHOTPOMHbIX U MPOTUBOBUPYCHbIX (BHY-
TPUBEHHbIN 4€N10BEYECKUI UMMYHOMTOBYINH, YETOBEYECKUI
pPEKOMOUHaHTHbIN MHTEpdePOH anbda-2b) cpeacTB, a TaKkKe
MeTabo/IMYECKMNX MpenapaToB (Kanaus M MarHus acnaprar,
L-KapHWUTUH, docPoKpeaTnH) U cpeacTts ans Koppexkuun CH
(BepowwnupoH, dypocemna, AMroKCUH, aHananpui, Kapseau-
10/1), aHTUKOoArynsHToB (BapdapurH) NO3BOIMNO AOCTUYb 3HaA-
YUTENBHOIO YNYYLIEHUSA COCTOSIHUSA, B HYACTHOCTU CHUMKEHUS
4Yncna OAMHOYHBIX XKEeNyLOYKOBbIX IKCTPACUCTON C ~36 ThbiC.

npuv nocTynieHun B cTauumoHap (puc. 1) go < 2,5 TbIC,;
NMapHbIX W TPYMMoBbIX XeNyoo4YKOBbIX 3KCTpacucton ¢ 69
10 21 n ¢ 27 0o 7 B CyTKM COOTBETCTBEHHO, YMEHbLIEHUS
4acToTbl AblXaHWa B nokoe ¢ 23 fo 18/MWH; NOBbIWEHNUS
nepeHocMMoCTM GpU3NYEeCKon Harpysku. Manb4uMK Ha noj-
JepXu1BaloLWMX Ao3ax 3Hananpuna, BepownupoHa, AUrok-
CuHa, amnofapoHa, AnnanuHuHa, BapdapuHa, Kapseaunona
WU TMOPOKCUXIOPOXMHa Obll HanpaBneH B HayyHbIW LEHTP
3nopoBbs geten (HU3/; B HacToswee Bpems HauuoHanb-
Hbl MEOWLMHCKMWA WCCNeaoBaTe/IbCKUM LEHTP 340pPOBbS
geten, MockBa) ans BepudUKaLnM guarHosa u yTOYHeHus
TaKTUKKN BedeHus.

B HU3/[ npoBeneHa nepgy3uoHHass cUMHTUrpapus
muokapga (ot 05.10.15). Ha cepun CUMHTUIPaMM BU3yau-
3upyeTca BKIOYEHWe npenapaTta B o61acTe MMoKapaa JIK.
Monocte JIX pacwmpeHa, MUMOKapL BW3yasilbHO HepaBHO-
MepHO yTonuleH. CoKkpatuTenbHas cnoCO6HOCTb YMEPEHHO
CHUXeHa (bpakuunsa Bbibpoca 45%). OnpepensatoTcs runo-
KMHE3 anuKanbHblX OTAENOB B 061aCTU MEeXKenyao4ko-
BOW Meperopofik1, Hebonblne NO Naouaiu, HO rnyboKune
aedektbl nepdy3nn B cpeaHe-anuvKkanbHOM OTaene nepej-
HEeN CTEHKM W anuKasnbHbIX OTAeNnax HWXHen cTteHku JIK.
YyacTku runonepdysnmn He coBnajaloT ¢ 30HOM TMNOKUHE-
3a. 3aKoyeHune: «KocBeHHbIe MPU3HaKU BOCNaNMUTENbHbIX
M3MEeHEeHWN M1oKapaa (?)».

MarHnTHo-pe30oHaHCHasi Tepanusi cepjala C KOHTpa-
ctupoBaHuem (o1 10.10.15). PaHHee KOHTpacTMpoOBaHMeE:
MP-npu3Haku BocnanuTeNlbHbIX U3MEHEeHUN He onpefens-
toTcs. lNo3aHee OTCPOYEHHOE KOHTpPacTMpOBaHWe: onpe-
AEensoTCqd MHOXECTBEHHbIE YY4aCTKM TMNEPUHTEHCUBHOIO
CWUrHana, NpenMyLLeCTBEHHO MHTPaMUOKapaAnanbHOro 1 anu-
KapananbHOro pacnosioXeHusa B cTeHKax JIXK, ¢ BoBneYeHu-
eM B naronormyeckmmn npouecc 40 70-90% ToNWM CTEHKU.
Take onpefensieTcs rMnepUHTEHCUBHbIN CUIHAN MUMOKapaa
NpaBoro Xenyaoyka obnactu rpaHuLbl 60KOBOM U 3aaHen
CTEHOK B 6a3a/ibHOM cermeHTe. 3aK/llo4eHune: «<YMepeHHoe
yBe/In4eHne KOHEYHOro [AMacTO/IM4ECKOrO0 W  KOHEYHO-
ro cucrtosamyeckoro ob6bvemoB JIXK, yaapHoro o6bema JIXK,
dpaKkuma Bbibpoca JIK CHUXKeHa. Y4yacTKM 3amensieHus
nepdysnn MUoKapha He onpeaenstoTcs. MHOXeCTBEHHbIe
y4aCTKM HapyleHUs HOPManbHOW CTPYKTYpbl MMoKapaa JIXK
W NIOKaNbHO MPaBOro XenyaoyKa (xapakTtep curHana coort-
BETCTBYET MOCTMUOKAPAMYECKUM GUOPO3HLIM U3MEHEHMU-

Puc. 1. NMauyueHT P, BO3pacT 5 neT: pe3ynsraTbl XONTEPOBCKOIrO
MOHUTOpUpoBaHus oT 18.02.2015 1.
Fig. 1. Boy R., 5 years old (18.02.2015)
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MpumeyaHune. HacTble XenyLo4KOBble IKCTPacUCToNbI (40 36 ThiC./CyT),
NPOGEXKKN KeNyA0OYKOBOM TaxMKapammn (OTMEYEHO CTPENKon

1 MOAYEPKHYTO).

Note. Rapid premature ventricular contraction (up to 36 thd per
day), runs of ventricular tachycardia (shown with arrow and
underlined) according to Holter monitoring

BOMPOCbI COBPEMEHHOW NEAUATPUM /2019/ TOM 18/ N 2



KnuHun4yecKoe Ha6GnogeHue

SIM/XPOHUYECKOMY MUOKapAUTY). Henb3a UCKNOYUTb apyrue
CUCTEMHbIE 3a60/1IEBaHUA».

B okT6pe 2015 r., Bo Bpems nedenuns B HU3/, npu nonbIT-
Ke CMeHbl Tepanuu (OTMEHbI WU CHUXKEHWUS 103bl IeKapCTBEH-
HbIX cpeacTB ans nedeHuna CH, aHTMKOaArynsiHTOB M 3aMeHbl
amuojapoHa u AnnanuHuHa Ha [ponaHopm wn [unatpeHn)
B CBfI3U C YCYry6ieHMeM apuUTMUKU U NEPECMOTPOM AuarHosa
B MOJSIb3y apuTMOreHHOM KapauonaTuu OTMeyvasnocb nepsoe
CMHKOManbHOe COCTOSIHME MO TWMy OCTAHOBKM KpPOBOOOpa-
weHus. Nocne npoBefeHUs peaHMMaLUOHHBIX MEPONPUATUIA
1 CTabunn3aLmm COCTOHMSA NaLMeHT NepeBefeH B OTAeNeHne
Kapavonorum HUKU negnatpum um. akag. t0.E. BenbtuuieBa
dreoyY BMO «PHUMY um. H. W. Muporosa» (MocKkBa).

dusukanbHas gMarHocTUKa

Mpv nocTynneHnn cocTosiHue pebeHKa cpefHen CTeneHu
TsecTn. Pusnyeckoe pas3BUTUE COOTBETCTBYET BO3pPACTy.
KOXHbIM NOKPOB 06bIYHOM OKPACKKU. HacToTa AblXxaHWs B MOKOe
21-24/MuH, Npu Harpyske — Ao 28/MuUH. [paHuubl cepala
3HAYUTENIbHO pPacWMPEHbl B MOMEPEeYHUKEe, BEPXYLIEYHbIN
TONYOK Pas3nnUTOW, TOHbI cepaua NPUIyLWeEHbl, apUTMUYHbI.
YacToTa cepaeydHbix cokpalleHui (HCC) B nokoe 88—-92/MuH,
aKcTpacuctonusa 10—-12/MuH, aptepuanbHoe aaBneHune (A)
90/55 Mm pT. cT. MBOT MArKkuMi, nedyeHb +1 cM OT Kpas
pebepHon ayrun, Hebonbluas NacTO3HOCTb FOIEHEN.

MpeaBapuTenbHbIA AUArHO3

C y4eToM AaHHbIX aHaMHe3a M 06beKTMBHOro obcneao-
BaHWS BbICTaBNEH AuMarHo3 «unatauuoHHas (MocTMUOKap-
auTu4ecKkasn) KapavomuonaTtus. CMHAPOM HEKOMMaKTHOro
MUOKapaa. *enygoykoBasi TaxMKapaus/aKCTPacUCTONMS.
ApUTMOreHHOE CMHKOMNanbHOEe cocTosiHMeE. biokaaa nepeaHemn
BETBM IEBOM HOXKM My4yKa [Mca. MuTpanbHasa HegocTaTou-
HocTb +1. TpuKycnuaanbHas HeAoCTaTO4HOCTb. XPOHWYECKas
CH IIA cT. dyHKUMOHanbHbIM Knacc Ill-II no NYHA». Mocne
[IONONHUTENBHOTO 06CNeoBaHns M KOPPEKUWUW Tepanuu
(oTMeHbI KapBeaunona, rmpoKCUXT0OPOXMHA, 3aMeHbl 3Hana-
npuna Ha Kantonpun, dypocemuaa Ha Topacemui, amuoaa-
poHa 1 AnnanuHnHa Ha AHaNpPWIKMH U PuHNencuH, Bapdapu-
Ha Ha aueTWUNCanuLUMIOBYIO KUCNOTY) pebeHOK BbiNMcaH ans
HabMOAEHUS U NeYEHNS MO MECTY XUTENLCTBA.

[AMHaMHuKa U ucxopbl

3a Bpems npebbiBaHUA MO MeCTy MOCTOSHHOIO Mpo-
MBaHUS, HECMOTPS Ha MNPOBOAMMYKD Tepanuio (coTanon
B nose 120 mr/cyt, metonponon no 18,75 mr/cyr, Kanto-

Puc. 2. MauuneHT P, Bo3pacT 7,5 neT: XonTepoBcKoe

MOHWTOPUPOBaHKe
Fig. 2. Boy R., 7.5 years old (11.05.2017)
. b mm

R R R R

I LA L . - N L

& W‘Ar '

Tipumep apurann ¢ YOC o1 110 no 142 yn'ums.
Beero: 16 (1 8 uac). Ouwes: 13 (1 5 wac). Houseo: 3 (menee 1 8 uac).

lNpumeyvaHmne. KOpoTKMUI NapoOKCU3M XKeNy04YKOBON TaxnKapamm.
Note. Short paroxysm of ventricular tachycardia according to Holter
monitoring.

npun no 25 Mmr/cyt, BepownupoH no 25 mr/cyt, aAvyBep
no 5 mr/cyt, Kapb6amasenuH no 300 mMr/cyT, aueTnacanmuym-
noBas kucnota no 50 mr/cyT), coctosiHne pebeHKka npoaon-
Yano NporpeccuBHO yxyawaTtbes: 7.03.16 NOBTOPMAOCH CUH-
KoManbHOE COCTOSIHWE C CyAoporamMu, BHOBb 3HA4YMTENbHO
yBeNMYMnach 40N 3KTOMMYECKUX KomnaekcoB (4o 30-55%
B CYTOYHOM O06bemMe KapAMOLUMKIIOB), CHU3MNACh TONEpPaHT-
HOCTb K GU3nyecKkon Harpyske. [locne KomneHcaumm cocTo-
AHUA (MHOY3MM KapAMOTOHWKOB, 3CKanauus NpoBOAMMOMN
Tepanun CH), KOppeKuumn aHTMapUTMUYECKON Tepanun pebde-
HOK HanpasneH B HWKW neamnatpmmn ana pelueHns BOMNpo-
ca 06 MMnNNaHTauMmM KapgnosepTtepa-gepubpunnaropa, rae
nocne o4vyepeaHon octaHoBKM cepaua 14.03.16 manbyuky
Obll UMNAAHTUPOBAH OUBEHTPUKYNSPHbLIA KapAUMOCTUMY-
natop Protecta DR D364DRG ¢ dyHKUMEN MMNNaHTaLMK
KapanosepTepa-gedubpunnaropa, HasHayeHa WMMMYHOCY-
npeccvMBHas Tepanus asaTMONpUHOM. 3aTeM MaLMEHT elle
aBaxabl rocnutanuaupoBanca B HUKWU neanatpum (23.05-
05.06 1 29.08-10.092016 r.) ang AMHamMmUyeckoro obcene-
[0BaHWs, KOHTPOJIA paboTbl UMMAAHTaLMKW KapanoBepTepa-
nedmbpunnsatopa U KOPPEKL MU Tepanuu.

HecmoTpa Ha MpoBOAMMYIO KOMIMJIEKCHYIO MEeAWKaMEeH-
TO3HYIO Tepanuio (BKIKYaloLLyo (3-aapeHo6s10KkaTopbl, aHTa-
FOHWUCTbI anbAOCTEPOHA, NETNEBbLIE ANYPETUKMU, MHTUOUTOPDI
aHrMoTeH3nHNpeBpalaowero depMeHTa, Ae3arperaHtbl,
aHTMapuUTMUYecKMe U MeTabonnyecKue CpeacTBa), QyHK-
LUMs cepaua NporpeccuBHO yxyawanacb. 26.12.16 pebeHoK
rocnuTanu3npoBaH B 6ONbHULY MO MECTY KUTENbCTBA C K-
HWYECKOM KapTMHOM oTeKa nerkux. Ha IxoKI — cHuxkeHue
$parumm Bbibpoca Ao 14% no Teicholz (8% no Simpson),
KOHeYHO-AnacTonmyeckumn pasmep 62 mm (N 30-39), KoHey-
HO-cucToNM4eckmin pasmep 57 MM (N 17-28), yaapHbii 06beM
26 Mn (N 26—-36). Ha SKIN — HM3KOoaMNIUTYAHbIN YLWWPEHHbIN,
nedopmupoBaHHbii QRS, 6paanaputmus o 76-84/MuH.
KoHueHTpaumns HaTpumr-ypetudeckoro nentmuaa (NT-pro-BNP)
npesbicuna 24 Tbic. Or/ma. lpn XONTEPOBCKOM MOHMUTO-
pUpoBaHMM — 3NU304bl NPeacepaHON CTUMYNALMKU, PUTKa-
HbIK PUTM (LMPKaAHbIN UHAEKC, OTHOLWEHWE cpeaHeaHEBHOM
K cpefHeHoyHon YCC — 109% npu Hopme 121-144%),
KOMIMYECTBO MONMMOPPHbLIX KENYAOYKOBbIX 3IKCTPACUCTON
7—17 TbIC./CyT, 3NU30[bl XXeNyLO4KOBOW TaxnKapanu (puc. 2).

Ha3HayeHne HernmMKO3MaHbIX KapaANOTOHUKOB (AoNamMu-
Ha, NneBocMMeHAaHa), KpeaTuHdocdaTa, a TakKe acKkana-
LUMA NPOBOAMMOWM TpaauLMOHHOM Tepanuu CH no3sonunm
BPEMEHHO CTabunnanpoBaTb COCTOSTHWE, OJJHAKO OHO OCTa-
Basiocb TsenbiM. OTmevanca geduumnt seca (20,1 Kr, 4TO
cooTBeTcTBYeT 10-My LeHTUo npu pocte 128 cMm, COOT-
BETCTBYIOLWEMY 75-My LLEHTUII0 ANS AaHHOro nofia v BO3-
pacTa; MHAEKC Macchl Tena 6bi1 CHUXKEH go 12,8 HF/M2,
41O cooTBeTcTBOBaNO -2,58 SD); aTpodums MbllL, KOHEY-
HOCTEWN, 3HAYUTENbHOE CHWXXEHME TONEPAHTHOCTU K GU3MK-
4YeCKOWM Harpy3Ke; OpTonHO3, TaxMMHO3 C YaCTOTOMN AblxaHus
B NoKkoe A0 29-32/MuH. YHCC 84—-88/MUH, pUTM HapyLleH
aKcTpacuctonamm go 20/MWH, apTepuanbHas rUMNOTEH-
3ua (AL 82-76/54-52 MM pT. CT.). PYHKUMOHaNbHbIN
knacc CH — llI-1IV no NYHA. lo 3aknio4yeHuto Teneme-
OWUMHCKOIO KOHCMMYyMa ChneuuanucToB Tpex Beayliux
denepanbHbiX LEHTPOB OblM OonpeaeneHbl MoKal3aHus
K MpOBEAEHUIO NeanaTpuMyecKon TpaHcnaaHTaummn cepaua
3a npegenamu PO,

B TeyeHne nonyroga (ceHT6pb 2017 -aHBapb 2018)
Manb4YuMK Haxoauncs noa HabnlOAeHWEM cneuuManncToB
rocnutans r. YenHan (MHaus). Mocne nepeneta y Manb4ynKa



OblIM BbIABNEHbI KIMHUYECKAs KapThHa MHOEKLNU HUKHMX
AbIXaTeNbHbIX NyTER U BbICOKME TUTPbI @aHTUTEN K LiMTOMEra-
nosupycy u Toxoplasma gondii. [lpoBefeHa KoMnbloTepHas
Tomorpadus, gMarHoctupoBaHa ABYCTOPOHHAS MHEBMOHMS,
no noBofy KOTOpow nonydan 3 Kypca aHTuGaKTepuanbHOM
Tepanuu. KnuHunyeckas kaptmHa CH nposiBasinacb ofblli-
KOW M cumnToMamu aucrnencuu (TOoWwHoTa, pBoOTa, Avapes),
Nno NoBOLY KOTOPOW MPOAO/IXKaN nonyyatb NOAAEPHMBAIO-
LLYtO TEpanuio MOYErOHHbIMU, MHTMGUTOPAMU aHIMOTEH3UH-
npespallaolero pepmeHTa, [3-aapeHo6I0KaTopoM, a TakK-
e MHPY3UU HEMNMKOSMAHOIO KapAMOTOHWKA MUIPUHOHA.
Ha ¢oHe Tepanuu, no gaHHbiM 3AxOKI, coxpaHanacb Taxe-
nas aucoyHkumsa JIXK ¢ dpakumen Bbibpoca meHee 20%;
04.01.18 6bIN0 3aperucTpmMpoBaHO HECKOJIbKO CeaytoLmx
Apyr 3a Apyrom OCTaHOBOK cepgua, nocne yero pebeHoK
Obl1 AKCTPEHHO MOAK/IIOYEH K annapaTty LleHTpanbHOW 3KC-
TpaKkoprnopanbHoOM Mem6paHHOW oKcureHaumn (IKMO),
Ha KOTOPOW Haxoauncs B TeyeHue 3 Hed, Ha MPOTAHEHWUU
KOTOpPbIX 6blN HaWAeH AOHOP C 3adUKCUPOBAHHOW CMEPTbLIO
Mo3ra. M3-3a BbICOKOIro pUCKa BHe3anHom CMepTU naLmeHTa
OblS10 UICNONBb30BAHO cepaLe NepBoro NOAXoAsAWero goHopa
B BO3pacTe 46 neT, HeCMOTPS Ha CYLLECTBEHHbIE pas3nnyus
B Macce Tena. 17.01.18 B Bo3pacTe 8 neT 2 Mec Masib4ymKy
6bla NpoBeAeHa nepecagka cepaua.

Cpasy nocne nepecagku cepaua naumeHTty 6bina Ha3Ha-
YyeHa WHAYKLUMOHHasA Tepanua 6Ga3uiMKCMMaboM U KOM-
nnexkcHas MMMYHOCYNpeccuBHas Tepanusa KOMOWHauuen
FMIOKOKOPTUKOCTEPOUAOB, MHIMOUTOPA KallbLMHEBPUHA TaK-
ponuMmyca U LMTOCTaTUKa MuKodbeHonata modeTtuna (nNpo-
JonmKaeTcs no HacTtosiee Bpems). B nocneonepaunoHHOM
nepuoae B Te4eHne 3 4 COXpPaHANUCh BblipaXKeHHas apTepu-
anbHasa rMnoTEH3Ks, BbICOKMI YPOBEHb NaKTaTa, No AaHHbIM
IxoKI — Taxenas aucoyHKumsa JTIXK. B otaeneHnn nHTeHeus-
HOW Tepanuu NPOBOAMINCL MHOTPOMHAs MOAAEPKKa aape-
HaNIMHOM, MUIPMHOHOM B KOMOWHaLMW C 3aKWUCblo a30Ta,
nepudepnyeckas IKMO. BcneactBue obegHeHUs KPOBO-
TOKa HMXKe 061aCTU KaHoASaUMM OTMEYanoCb CHUMKEHUe
nynbCcaunn Ha apTepUsX HUKHWUX KOHeyHocTen. Ha 3-u cyt
nocne onepauuu yaydwnnacb coKpatutenobHas yHKUMA
MMNNaHTaTa, peunnmeHT 6bin oTKIoYeH 0T AKMO U 3KCTyoHu-
poBaH. 22.01.18 . y pebeHKa ocTpo pasdsunack dbebpuibHas
NMXOpajKa, BblpaxeHHble CUMNTOMbl MHTOKCUKaLIMK, NENKO-
LMTO3 U GaKTepUemus, 4To NoTpeboBaNo Ha3Ha4YeHUs aHTH-
6aKTepuanbHOM, NPOTUBOBUPYCHOM W MPOTUBOrPUOGKOBOM
Tepanuu, Ho GYHKLIMA KeNyoo4YKOB OoCTaBasiacb COXPaHHOM,
Nno3ToMy Mocse cTabunnsaunn COCTOSHUS MaLMeHT nepese-
[leH B 06LLyto nanary.

15.02.18, BO BpeMs nNpebbiBaHUA B CTalMOHape (cnycTs
noyTM MecsL, nocne TpaHcnaaHTaumm) y pebeHka BHe3anHo
pasBunacb GUOPUANSLMA KenyaodykoB. B xoage peaHuma-
LIMOHHbIX MEPONPUATUI NpoBefeHa NOBTOpHas MHTy6aLums,
Manb4yuK nepeBefeH Ha WMCKYCCTBEHHYID BEHTUAALMIO Nner-
Kunx. Mo paHHbIM IOxoKI onpepenanacb avcohyHKuua JIK
B COYETaHUMU C KAMHUYECKMMUM nposiBneHnsmu CH, 41O
noTpeboBano MCKIYEHUA peaKkLun OCTPOro OTTOPMEHMUS
W BacKyfnonatuu TpaHcnnaHtata. Cpagdy Oblia Ha3HaveHa
nynbc-Tepanuns rIOKOKOPTMKOCTEPOMAAMM M NpOBeaeHa
KOpOHapHasa aHruorpadus, npyv KOTOPOW BbIBMEHO TPEX-
COCYAMCTOE aTepoOCK/IEPOTUMHECKOE MOPaXKEHWE KOpoHap-
HbIX apTepui. [0 3KCTPEHHbIM MOKa3aHWsaM MpoBeAeHa
YPECKOXKHAA TpaHC/IOMUHANbHAsA aHrMonaacTMka npaBou
KOPOHapHOW apTepun 1 nepeaHen HUCXoasLWwen BeTBU eBOM
KOpOHapHOW apTepuu.

Bo Bpems onepaunn npousolnn pesxkoe nageHue A[
M OCTaHOBKa cepAua, noTpeboBaBllas CepaeyHo-1ero4Hon
peaHuMaunn. M3meHeHusa cermeHta ST Ha IKI nocnyxu-
1M OCHOBaHWeM N5 MOBTOPHOM AMArHOCTMYECKOM aHrmo-
Kapauorpaduun. bbin BbiiBNEH TPoMG B CTEHTE MNpaBoOM
KOPOHapHOW apTepuu, NPoOBefeH CUCTEMHbIM TPOMBONU-
3uc. MNocpeactBom MeaMKaMEHTO3HOW Tepanuu He yaanocb
[06UTbCS aieKBaATHOro noBbllWeHnsa A, No3Tomy nauueHT
BHOBb 6bln nogkntodeH K IKMO 1 nepeBefieH B oTaeneHne
WHTEHCUBHOWM Tepanuu. Mo peadynbTaTtaM 3HAOMWOKapanab-
HOW 6UONCUK NPEANONOXEHU 06 OTTOPKEHUM U BaCKyona-
TUM TPaHCMNNaHTaTa He NOATBEPANIUCD.

B TeyeHne 16 cyT pebGEHOK Haxoauncs B OTAENEHUM
peaHMMaunM U UHTEHCUMBHOM Tepanuu. lNocTeneHHo ycTa-
HOBMNacb CTabunbHas reMoAMHaMMKa, COCTosiHMEe pebeH-
Ka ynyywunocb, oH 6bi1 nepeseaeH B nanaty. Mo gaHHbIM
IxoKI oTMeyYanacb HopManbHas GUBEHTPUKYNSAPHas QyHK-
uma. OgHako nocneonepaunoHHbIM Nepuoj OCOXHUACS
3HaYMTENIbHbIM MOAABIEHNEM KOTHUTUBHBIX GYHKLUWUIA, ABYMS
3Nn304aMu Cyaopor, KpoBoTeyeHnem (B 061acCTv KaHon[aumm
annapata 3KMO), apTputoM NpaBoOro KONEHHOro CcycTaBa,
ABNEeHUSIMM genpeccun. Ha doHe NnpoBOANMOMN KOMMIEKCHOM
Tepanum — COCTOSIHME C 3aMETHOW MOJSIOKUTESIbHON AMHa-
MUKOWM: CTanl CaMOCTOSITE/IbHO MepeaBuratbcs Mo nanate,
OpPUEHTUPOBATLCH BO BPEMEHM M MPOCTPAHCTBE, MOCTENEHHO
BOCCTaHOBMIACb peyb, YCTaHOBMAWUCH CTabW/bHble remo-
IMHamuyeckue nokasartenu (HCC 90/muH, AL 120/70 mm
pT.CT., nepudepuyecKnin nynbC XOpOoLero HamnofHeHus,

Puc. 3. MauueHT P, Bo3pacT 8,5 neT: aneKkTpokapanorpaMmma

yepes 4 mec (23.05.18 r.) nocne TpaHcnnaHTaumu cepaua

Fig. 3. Boy R., 8.5 years old. ECG in a 4 months (23.05.2018) after
heart transplantation
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Puc. 4. MNMauueHT P, Bo3pacT 8,5 neT: xonTepoBCcKoe
MoHuTopupoBaHue KT yepes 4 mec (23.05.18 1)

nocne TpaHcnaaHTaLum cepaLa

Fig. 4. Boy R., 8.5 years old: daily monitoring of ECG in a 4 months
after heart transplantation (23.05.2018)
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KnuHun4yecKoe Ha6GnogeHue

Puc. 5. MauuneHT P, Bo3pacT 8,5 net: IxoKI yepes 4 mec (23.05.18 r.) nocne TpaHcnaaHTaumm cepaua
Fig. 5. Boy R., 8.5 years old, echocardiography in a 4 months (23.05.2018) after heart transplantation

MpumeyaHue. A — nerkas gunatauus NeBbIX OTAEN0B cepaua (CTpesika) U peryprutaums Ha TPUKycnuaanbHOM KianaHe 1—2-# ctenexu
(cTpenka); b — ynnoTHeHue CTBOPOK MUTPasbHOro KnanaHa, GM6po3HOro KosbLia aopTa/ibHOroO KnamnaHa, IMCTKOB NepuKapaa, yMepeHHas
runepTpodusa 3agHen CTEHKU NIEBOTO XKEeNyA0HKa U MEXIKENYL0YKOBOM NEPErOPOAKHM (CTPENKA).

Note. A — slight dilatation of left heart and regurgitation on tricuspid valve 1-2; b — sclerosis of mitral valve leaflet, aortic valve fibrous
ring, pericardial layers, moderate hypertrophy of left ventricle posterior wall and interventricular septum.

afeKkBaTHbIM auypes). B mapte 2018 r. Manb4yuK BepHyca
B Poccuio Mo MecTy NMOCTOSTHHOMO NPOXMUBaHMKS.

Mpn BbINUCKE OGbIIO PEKOMEHAOBAHO MPOAOMIKUTL MpPU-
eM MpeAHM30/0Ha, MMMYHOAEMNPECCAHTOB TaKpoaumyca
M MUKodeHonata mModeTuna, acnupuHa B KOMOGWHaLUMK C
Knonuaorpenem, neabpaavHa, cungeHaduna, a Takxe Ban-
raHUMKNOBMpa M Ko-TpUMoKcasona, Hootponuna, MarHe B6.
B nepuog HabnogeHUs No MeCTy XUTeNbCTBa Yepes 2 Mec
nocne onepaumn Ha IKI cuHycoBbi putM, YCC 103/MUH,
HenonHasa 6noKaja 1eBOM HOXKM MydvKa [Mca, meTabonuye-
CKMe HapylleHus B MUOKapae (puc. 3).

Yepes 4 mec, Mo AaHHbIM XONTEPOBCKOrO MOHUTOPUPOBA-
Hus (23.05.18), HCC B npegenax BO3pacTHOM HOPMbI, OCHOB-
HbI PUTM CMHYCOBBIX, B HOYHOE BPEMS — MUrpaLMs BOAUTE-
N9 pUTMa, umpkagHbin nHgeke 130%, BapuabenbHOCTb puTMa
CHUWXKEHa, enyao4yKoBble aKcTpacucTonbl 1123 (M3 HMX nap-
HbIX 1), HaXKenyao4KoBbIX aKcTpacucTonum 2855 (M3 HUX nap-
HbIx 886, rpynnoBbix — 90), NAapOKCM3M HaOXKeNyao4YKOBOM
TaxmKkapaun — 1 (puc. 4). IxoKr (23.05.18): dpaKLms BbIGPO-
ca JIXK 52% (no Simpson), ymepeHHasa gunataums NeBbix OTae-
JIoB cepaua v runeptpodus muokapaa JIXK (puc. 5). Yepes
6 mec (18.07.18) dppakruma BbiGpoca yBenniunacb o 56%.

o faHHbIM KOMMbIOTEPHOM TOMOrpadun roIOBHOrO MO3-
ra, 4epes 4 mec nocne TpaHCMIaHTauuW cepaua: y4acTku

KMCTO3HOW TpaHchopmaumm B GaccerHe NeBOW CpefHewn
MO3roBOW apTepuu (BEpPOSATHO, KaK MocneactBue nepeHe-
CEHHOro MWEeMUYEeCKOro WMHcynbTa) U nerkas anbdysHasa
uepebpanbHasa atpodus.

TpaHcnnaHToNnoramu rocnuTans r. HeHHam pekomeHaoBa-
HO namepatb Al 1 pa3/Hes; KOHTPOIMPOBATb YPOBHU MoYe-
BWHbI, KpeaTUHWHA, 3NTIEKTPOJIMTOB E€XEeMECHYHO, 3aTeM —
1 pa3 B 3 Mec, onpefensaTb KOHLEHTpaLMIo Takponumyca
1 pa3/Hef B TeyeHue 1 mec, 3atem 1 pa3 B 2 Heg — 2 Mec,
1 pa3/mec — B TeyeHune 3 Mec, 1 pa3 B noaroga — B Teve-
HWe 6 mec (ueneBble 3HavyeHUs 8—12 Hr/mn), NPoOBOAUTb
3HAOMUOKapAnanbHyto 6UOMNCUI0 U aHrMoKapanorpaduio ang
[VAarHOCTMKM OTTOPXKEHWSI M BacKynonaTtuu TpaHcnaaHTaTa
(1-2 pa3sa B roa v No NoKasaHUsaMm).

MporHo3s

Yepes roa nocne TpaHCniaHTauuu cepiua y pebeHka
OTMeYeHbl ynydweHne GyHKLMOHAaNbHOM CMNOCOBHOCTU MUO-
Kapaa, ncyeaHoBeHMe npuaHakoB CH, OTCYTCTBME XKenyaou-
KOBbIX TaxMapuTMui, HopMannaauusa nokasatenen dusmye-
CKOro pa3BuUTWS, HEBPOJSIOFMYECKOro cTaTyca, MOBbllleHWe
TONIEPAHTHOCTU K PU3MYECKOW Harpy3ke U CyllecTBeHHOe
ynyylleHne KayecTBa M3HW. OgHaKO npeacTtaBasieT onac-
HOCTb PUCK MPOrpeccMpoBaHns BacKynonatuu annorpadra.

BpemeHHas wkKana. NaumeHT P: xpoHonorus te4eHns 601e3HM, KNtoYeBble COObITUS

HepeBmaTtuyeckuin MUoKapanuT

HapylweHve putma cepaua
TMNA KeNyao4YKoBOM
3KCTpacUCTONMKU. U3 rpynnbl
pUCKa No MUOKapAUTy
C NnopaKeHvem NpoBOAALLEN
cucTeMbl cepaua

C Mopa¥eHneM npoBogsLlen
cUCTeMbl cepaLa, HapyLleHneM
pYTMa TUNa Xenyao4KOBOK
3KCTPACUCTONNK, KENYA0YKOBOWM
TaxMKapamen ¢ BEPOSTHbIM
MCXOLOM B AunaTaLMOHHYI0
Kapanomuonatuio. CH IIA

AunnataumoHHas
(mocTMMOKapanTUyYecKas)
Kapanomuonatus.
HenyaoykoBasi Taxmkapauns,/
3KCTpacucTonus. ApUTMoreHHoe
CUHKOMNaNbHOE COCTOsIHUE.
XpoHuyeckas CH lIA cT. K I
no NYHA

[narHo3s npexHun.
CH lIB-Ill cT. K -1V
no NYHA lMoakntoyeHne
K LeHTpanbHon SKMO.

MNepecapgka cepaua

2014 .

2015r.

2016-2017r. 2018 .



OBCYXAEHMUE

MpenctaBneHHbIM cny4aln AEMOHCTPUPYET TUMUYHOE
ManoCcMMNTOMHOE TeYEeHMEe NMOCTMUOKaPAUTUYECKOM auna-
TaUMOHHOW Kapauvomuonatuu, ocnoXHeHHoN CH, dyHKLUK-
OHa/bHbIW K/lacC KOTOPOW B TeyeHue 3 f1IeT NpPorpeccupo-
Ban ¢ I-1l go IV. Bo3aMoHO, onpeaeneHHyo HeratuBHyo
ponb Cbirpano HeoCTaTOYHOE BHMMaAHWE KaK Bpayew, Tak
M MaTepu K U3MEHEHMSIM COCTOsSiHMA pebeHKa B aebiote
6onesHn. besycnoBHO, BNepBble BO3HMKLLASA NOCAe OCTPOK
pecnupatopHon MHOEKLMM Kenyao4yKkoBas 3aKCcTpacucrona
BbICOKMX rpaflauui B COYETAHMM CO CHUKEHWEM BOJIbTaXKa
3y6L0B W 6/10KaA0M IEBOM HOXKM Ny4YKa [Mca Ha cTaHaapT-
HoW JKI, ¢ HapyleHUEM CUCTONNYECKON DYHKLUMK U auna-
Taumen JIXK cepaua Ha AxoKI gomKHbl 6bin NoTpeboBaTb
OT negvatpa W Kapauosora 6onee aKTUBHbIX AEWCTBUM
Nno [AWarHOCTUMKE/UCKNIYEHUID MWoKapauTa. K coxkane-
HUWIO, B ycnoBusax geduumta obopygoBaHMa M crneuunanu-
CTOB MO MPOBEAEHWIO MarHUTHO-PE30HAHCHOM TOoMOrpa-
dun cepaua aetam B 6GONbLIMHCTBE pPerMoHoB Poccuu
M OTCYTCTBMSA ONblTa nNpoBefeHus 6GMONCUM MUOKapaa
neanaTtpuMyecKknm nauuneHtTam ana sepuduKauunm MUoKap-
AWanbHOro NOBPEXKAEHMS (3a UCKIOYEHNEM 2—3 KPYMHbIX
cneumMann3npoBaHHbIX LEHTpoB P®P) ato asnsderca npo-
6nemaTuyHbiM. CBOEBpPEMEHHAsA AMarHOCTMKa MUOKapau-
Ta AO/MKHa crnoco6CTBOBaTb paHHeMy (B nepsBble 3 mec
60N1€e3HM) Ha3HAYEHMIO aleKBATHOIO Ie4YEHMS, YTO yaydlla-
€T NPOrHoO3, XO0TH A0 HAacToALWEro BpeMeHn apGEeKTUBHOCTb
NPOTUBOBUPYCHON, MMMYHOMOZYNMPYIOWEN U MMMYHOCY-
NPeccMBHOW Tepanuu B NleYEeHUUM MUOKapAMTOB y OeTew
He OoKaszaHa [16]. B TepmuHanbHon ctagun CH (ctaaus
D), HaxoAasicb B NINUCTE OXKMAAHUSA TpaHCNAaHTauum cepaua,
Ha dOHEe MCMoNb30BaHMUA KOMMIEKCHOW Tepanuu ¢ nocTo-
AHHON MHPY3MEN KapAMOTOHMKOB y pebeHKa oTMeyvanuchb
KparHe HW3Kas TONepaHTHOCTb AaXe K MWHWMabHbIM
GU3MYECKMM Harpyskam, HapyweHue QYHKUMKU Kenyaod-
HO-KMLLIEYHOro TpaKTa B COYETAHWW C 3aCTOWHbIMUK sBAe-
HUAMMW B JIEFKUX U Pa3BUTUE KU3HEYrpoxKalollen aput-
Muun. 310 noTtpeboBano noakntovyeHns IKMO Kak «mocTar»
K onepauuu no nepecagke cepaua, xoTs M3BECTHO, YTO
ee UCnonb3oBaHMe NOoBbIWAET PUCK CMEPTU MOCNE TPpaHC-
nnaHTaunu [17].

Haunbonee 3Ha4ynMMbIMK NOCTTPAHCMIAHTALMOHHBIMU OC-
NIOXKHEHUAMM, OMpeaensowmmMm 5-N1eTHIOK BbIXXMBAEMOCTb
nocne TpaHcOnaHTauuu cepaua, ocTatoTca AUCOYHKLMA
TpaHcnfnaHTaTa, OTTOPXXEHMEe W BacKyfnonatus TpaHcnnaH-
TaTa, a TakxKe MHdeKkumnn [18]. Y Hawero nauueHta nmenu
MECTO BCE YKa3aHHbI€ OC/TIOXKHEHUS, KpOME peaKL MK oTTop-
eHusa. [locTTpaHCcnNaHTaUuMOHHbIA Nepuoa OCIOXHUACS
HeAOoCTaTOYHOCTbIO JOHOPCKOro cepaua ¢ NpeuMyLLecTBEH-
HoW ancoyHKumen JTK (BbipaKeHHas rmnoTeH3us ¢ ABAEeHU-
MM TMNOKCKUM M aumno3a), YTo NoTpeboBano KpaTKOBPEMEH-
HOro nofkntoyeHusa K annapaty AKMO ¢ nepudepuryeckum
BEHoapTepuasbHbIM AOCTYMOM.

Mo pasHbiM AaHHbIM, ¥ 20—-25% peunvnueHToB B paH-
HeM nepuode nocne TpaHCnaaHTauuu cepaua BblBASET-
csl GMBEHTPUKYyNsipHas HepocTaToydHocTb [17, 18], KoTo-
pas aBnaetcsd o6paTMMON U MOXET Pa3BUTbCA BCIEACTBUE
MUKPOLIMPKYNSTOPHBLIX U MeTaboNnYyecKnx HapyweHui. Mo-
cnegHne o6ycnoBEHbI AUTENbHOM WILEMMEN MUOKapaa
(6onee 4 4), HeQMarHOCTUPOBAHHOW KOPOHAPHOM MNaToso-
rmen cepfua [AoHOpa («TPAHCMWCCUMBHbIM» aTEpPOCKIEPO3),
pasnnYyHbIMK NepuonepaumoHHbIMKU NMPUYMHAMU (MHDEK-
LIMOHHbIMU OC/IOKHEHUSIMU, SNEKTPONUTHBIMKU CABUTaMM)

M MMMYHOMIOTMYECKMM MOBPEXAEHMEM MWOKapaa (CBepx-
OCTPOE WU OCTpOEe OTTOpXKeHMWe). Tswenas AUCHYHKLMS
CepAeYHoro TpaHcnnaHtata, pebpaKkrepHas K MeanKameH-
TO3HOW Tepanuu, No AaHHbIM Pa3HbIX LLEHTPOB, pa3BMBaeTcs
B 5-20% cnyyaeB [19]. OTcyTCcTBME perpecca AUCHYHKLUK
enyaoykoB 6onee 4 cyT npu BeHoapTepuanbHon IKMO
(B Hawewm cnyqyae — 3 CyT) UMeeT HebNaronpUATHbIA NPOrHO3
NS KU3HM NauMeHTa v ABNSeTcs NokalaHuMeMm A9 peTpaH-
cnnaHTaumMu cepaua Uy UMnIaHTauumn CUCTeEMbI AJIUTENbHOM
MexaHWYeCKOM NOoALEPHKN KpoBOOOGpaLLEHUSA (MCKYCCTBEH-
Horo cepaua) [20].

K KOHLy 2-1 Hea nocne nepecajgky cepaua y ManibyunKa
6bln OTMEYeH 3nu3o4 UHPeKuun (TnxopadKka, MHTOKCHMKa-
ums, nemkoumtos u bGaktepuemus). MHeKuun (0CoBEeHHO
B TEYEeHWe NepBoro Mecsla nocne nepecagkun) 3aHumaiot
BTOPOE MECTO MO YacToTe cpean ocnoxHeHun nocne IKMO,
W PErncTpupytoTcs, No pasHbiM AaHHbIM, B 21-30% cnyyaes
[21]. NpennonaraeTca BO3MOXHasa posib LUTOMEranoBupyc-
HOW MHOEKLMN B Pa3BUTUU OCTPOrO OTTOPMEHUSA, HeJoCTa-
TOYHOCTM M BacCKy/onaTtuu TpaHcniaHTaTa, XoTd B aHanuse
Pernctpa no u3y4yeHuwio neguMaTpuyeckon TpaHchaaHTauuu
cepaua (Pediatric heart transplantation study, PHTS) atoro
He 6blN0 NoKkasaHo [17, 22].

PeaKuus oTTop)KeHus 6bina 3anogo3peHa M3-3a BHe-
3aMHOro pasBuUTUS GUOPUANISALMK KENYAOYKOB C Mepexo-
4OM B 6pagnKapauio B covyeTaHum ¢ agucdyHKLMEN NeBoro
enygodka no aaHHbIM IxoKI [23]. Buoncus mnckntoumna
peaKkumnio OTTOPXKEHUS TpaHcnaaHTata. Bmecte ¢ Tem BbisiB-
NIEHHblE Ha aHrvorpaMmme TPexcoCyauCToe MopaxeHue
KOpPOHapHbIX apTepuit, a 3aTeM U TPOMOO3 CTEHTa NpasoWn
KOpPOHapHOW apTepuu NO3BOAWIM AMArHOCTMPOBAThL nopa-
YXEHWEe KOPOHapHbIX apTepuit (BacKysonaTuio) TpaHcnnaH-
TUPOBAHHOIO cepaua, 4To NoTpe6GoBano YPE3KOKHOIo BMe-
lwaTenbcTBa U TPOMBONUTUYECKOM Tepanun. BacKkynonatus
TpaHcnnaHTaTa — BeAaywas npuyMHa CMepTn B TeyeHue
nepsbix 3 NIET Nocne TpaHCnAaHTauun cepaua, atvonaTo-
reHe3 KoTopor BO MHOIOM OCTaeTcs HesicHbiM [17, 18, 24].
BbiCKa3blBalOTCS NPEANONOXKEHNS O CKIOHHOCTM KOpOHap-
HbIX apTepuit K pedieKTopHOMY cna3mMy M reHeTUYecKon
npeapacnonoXeHHOCTU peuunnueHToB K TpoM6oo6pasoBa-
HUIO BCNEeACTBME MyTauuu B reHe NpOTPomMOWHa, Ponu
MMMYHOCYMNPECCUBHON Tepanuu B pasBUTMK BacKynonatuu
TpaHcnnaHtaTa [25, 26]. daKkTopamu pucCKa Backynona-
TUM ABNAIOTCH BO3PaAcCT AOHOpPa W peuunueHTa, KypeHue
[lOHOpa, peaKLnn OTTOPKEHUS, OTCYTCTBME MHAYKLIMOHHOWM
Tepanuu u ap. [27]. NpoBeaeHne aHrMonaacTMKM KoOpoHap-
HbIX apTepuit No3BonseT AO6UTbLCH BPEMEHHOrO ynydlle-
HUS1 COCTOSIHMA Y GOJIbHbBIX, HO JarKe MPWU UCMOSb30BaHUK
CTEHTOB C aHTMNpoAndepaTUBHbLIM NMOKPLITUEM U CTAaTUHOB
MMeeTCst BbICOKMI PUCK PecTeHO30B, Tpebytowmnx NoBTop-
HbIX onepauunn [28, 29]. YactoTa BacKynonaTtun yBenu-
YMBaeTCA CO BPeMeHeM: B MepBbli rog obHapyKuBaeTcs
y 14-15%, yepe3d 10 netr — y 34% GONbHbIX, NepeHec-
WKX TpaHCNaHTaumio cepaua. Y mnageHLueB nocne TpaHc-
niaHTaumMm cepaua BacKylonaTum pa3BMBAlOTCA pPeako,
BEPOATHO, BCNeACTBME BO3PACTHLIX OCOOEHHOCTEN UMMYH-
Hon cuctembl [30]. MNpeanonaranock, 4TO Tak Ha3blBaemas
WMHOYKLMOHHAs MMMYHOCYMNpPeccMBHasa Tepanus, 0CO6eHHO
C UCMOMb30BaHUEM aHTUAMMOBOLMTAPHOIO rMO6GYAMHa WK
6a3unmMkcumaba, CHUXKAET PUCK pPa3BUTUSA BacCKyonaTuu,
XOTSl B HeJaBHO OMNy6/MKOBaHHbIX 0630pax 3TOro He npoje-
MOHCTPMPOBAHO, BO3MOXHO, BCEACTBUE BAUAHUSA LOMNON-
HUTEeNbHbIX dakTopoB [31, 32].
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KnuHun4yecKoe Ha6GnogeHue

CyunTaeTcs, YTO MMMYHOCYNpeccuMBHas Tepanusa (BbICO-
Kue [03bl CTEPONIOB M LIMTOCTATUKKU) MOXKET BHOCUTb CBOWM
BKNaj B pasBuTMe Backynonatuu. B HacTosiwee Bpems
B [AETCKOM TpaHCMNaHTONOrMW HaMeTunacb TeHAEeHUMS
K OrpaHM4yeHUt0 NPUMEHEHUS BBLICOKUX [03 U ANUTENbHbIX
KYPCOB [IIOKOKOPTUKOCTEPOUAOB M3-3a MHOIMOYUCIEHHbIX
no60o4YHbIX 3GPEKTOB M OTCYTCTBUSA AOKA3AHHOIO BUAHUSA
Ha nporHo3 [31]. lNocne TpaHcnnaHTauMu cepaua ManbymKy
cpasy 6bl1a Ha3HaYyeHa KoOMOGUHaUMs NpeaHW30/0Ha (103a
KOTOPOro ObICTPO CHUXKEHa [0 NOAAEPIKUBAIOLLEN), TAKPO-
nMMmyca u MrkodeHonata MmobeTuna, Kotopas UCnosib3yeTcs
npu BbIMUCKe N3 cTaunoHapa y 85—-92% aeten, nepeHeclnx
nepecagky cepaua, Toria Kak B AajibHENWeM yBenuMyunBa-
eTca fonsa aetew, nonyyatowmnx MHIMGUToOpLl Npoandepaumm
cuponmmyc mn ageponumyc [33].

MMoMUMO BblleNepeYnUCIEHHbIX OCIOXHEHUN, Y pebeH-
Ka pa3BuAUCb 2 3anu3o4a Cyaopor, BEpOATHO, BCAeACcTBME
NIOKaNbHOr0 UILIEMMWYECKOrO MOBPEXAEHUS FONOBHOIO MO3ra
BO BpeMs onepauun n/mnn IKMO, 4to 6bI10 NOATBEPIHKAE-
HO pe3ynbTaTaMW MarHUTHO-PEe30HaHCHOM Tepanuu 4yepes
4 mec nocne nepecagku. CBov BKJ1aa MOMM BHECTU TOK-
cuyeckoe Mnobo4yHoe [OenCTBME WHIMOWUTOPOB KallbLUHEB-
puHa, AedUUMUT MarHus M apTepuanbHas runotoHus [34].
CHMXXEHME KPOBOTOKa B apTeEpUsIX HMKHUX KOHEYHOoCTen
Ha ¢oHe nepudepunyeckon IKMO, TakKe oTMedvaBlueecs
y HaWero nauueHTa, co3aaeT yrpo3y MIEMMUNU HUKHUX KOHEY-
HocTen B 12-23% cnyyaeB, a'y 2—9% peuunmMeHToB MOXKeT
ObITb NMpUYnHON ee amnytauuu [35]. C apyron CTOPOHbI,
reMopparM4yeckmMe OC/IOXKHEHUs (remaTtoMa BEepXHen TpeTu
npaBoro 6eapa) y Halwero nauneHTa TakxKe SBAA0TCA TUNKUY-
HbIMK Ans BeHoapTepuansHon IKMO BcneacTeme Ucnonb3o-
BaHMWSA aHTUKOArynsHTOB, @ TaKXXe MEXaHUYEeCKOro U nemu-
4YEeCKOro NMOBPEXAEHNA CTEHKM GEPEHHON apTepPUMN.

B Lenom, NporHo3 ans Xu3HW nocne nepecagxku cepa-
ua y 60MblIMHCTBa MauMeHToB GnaronpuatHbin. B mupo-
BOM MpaKTUKe 3aperncrpupoBaH ciydan, Korga pebeHoK,
KOTOpPOMY TpaHCMIaHTauus cepiua npoBoannach B Nepuoa
HOBOPOXAEHHOCTU, Npoxun 28 net. MNopasnstollee 60/b-
LUMHCTBO NaLMeHToB, «nepelwarHyBlmx» 15-neTHnin 6apbep
nocne TpaHcnaaHTauuu, NPoAoAKano obpa3oBaHUe, 3aHs-
TS GU3NYECKON KyNbTYPON 1 faxe cnoptom [36].
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