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beccuMnTOMHOE NOBbILWEHNE TPONOHWHA | 1 OCTPbIN MNOKapaNT
B OTCPOYEHHOM Nepuoge reHo3aMecTUTeNIbHON Tepanun
OHaceMHOreHom abepnaBoBeKOM Y NaLiNEHTOB CO CMMHaNbHOM
MbilieYHoW aTpoduen: 0630p nuTepatypbl N cepns KNMHNYECKNX
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BBepeHmne. CnviHanbHas MbllweyHas atpodusa (CMA) 5q — peakoe reHeTuuyeckn obycnoBneHHOE MPOrpeccupyroLlee HepBHO-MbILWEYHOE
3aboneBaHue, ABNABLIEECA A0 HeJaBHEro BpemMeHy Hanbosee YacToil MPUYMHOWM MNaAeHUYeCcKo cMepTHOCTU. B HacToALlee Bpema B K-
HMYECKOW NPaKTUKe YCNewHOo NCNonb3yeTcsa OAVH 13 BUAOB NaTOreHeTN4eCcKon Tepanuy JaHHOro 3aboneBaHna — npenapaTt OHaceMHOreH
abenapeoBsek (OA). [eHHas 3amecTuTenbHas Tepanusa (M3T) ¢ npumeHeHnem OA y naumeHToB ¢ CMA MOXeT CONPOBOXAaTbCsl UBMEHEHUAMY CO
CTOPOHbI CEPAEUYHO-COCYANCTON CUCTEMBI, UTO TPpebyeT CBOEBPEMEHHOW ANArHOCTKM U MOHUTOPUHTA.

Llenb — npeacTaBUTb CEPUIO KITMHUYECKUX HAabMIOAeHNI AeTel C reHeTuYeckn noareepxaéHHon CMA 1 NoBbllEHEM YPOBHSA TPOMOHNHa |
nocne nposegeHusa 3T OA.

Marepuanbi n meToabl. B feTCKOM HEBPOJIOrMYeCKOM OTAENEHN NOA HablofeHneM HaxOAWIUCh 42 peb&HKa C reHeTUYeCK NOATBEPKAEHHON
CMA, nonyuusLmx 3T OA. Bcem NpoBOAMIOCh NCCnefoBaHve TPOornoHrHa | Ao 1 nocnie nHoby3um, No NoKasaHUAM — JOMOSHUTENbHOE onpege-
NeHne NPoMOo3roBoro Hatpuiypetyeckoro nentuaa (NT-proBNP), kpeatuHdocdokmHasbl-MB (KOK-MB), snekTpokapaviorpadryeckoe 1 sxokap-
nunorpaduyeckoe o6cnefoBaHuA.

Pesynbratbl. Y 11 (26,2%) 13 42 BKNIOYEHHBIX B UccnepoBaHve aetert ¢ CMA BbiABNEHO NOBbILLEHWE YPOBHA TPOMOHMHA | B KpOBKM, KOTOpoe
onpepaenanoch fo 8- Hepenu nocne BBefeHWA npenapata. [1py 3TomM MOBbIEHHaA KOHLEHTpaLmMA TPONoHrHa | B 60blINHCTBE ClyyaeB
(y 41 peten 13 42) He conpoBoXKAanacb KIMHNYECKN 3HAaUYMMbIMN NPOABREHNAMU. TonbKo B 1 ciyyae y AeBOYKM Npu anutenbHo (10 mec)
COXPaHAIOLEMCA NOBbILLEHNN YPOBHA TPOMOHWHA | Ha pOHe MHTEPKYPPEHTHON MHEKLUM Pa3BUIICA OCTPbI MUOKaPANT, MOATBEPKAEHHDI
KJIMHUYECKUMU 1 MIHCTPYMEHTaJIbHbIMW MeTofaMn UCCIeJOBaHNA.

3akntoueHue. [1oBbllLeHVe YPOBHSA TPOMOHYHa |, BoisiBnsaemoe nocie nposeaeruns [3T OA y 60nbHbix CMA, yalle ocTaétcst 6eCCMMMTOMHbIM.
OnwmcaHHbIN HaMK Cly4alt MUOKapAUTa CBUAETENIbCTBYET O HEOOXOAUMOCTU Bornee NPOJOMKNTENBHOTO MOHUTOPUHIA COCTOAHNA CEPAEUHON
MbILLL{bl TPU MOBbILLEHUV TPOMOHWMHa |, 0CO6EHHO Ha PpOHE NHTEPKYPPEHTHDBIX GaKTePUANbHO-BUPYCHBIX MHOEKLINIA.

KnioueBble cioBa: reHO3aMeCTUTeSIbHas Tepanus; OoHaceMHoreH abenapBoBeK; BOCMaNUTeNbHas KapAanoMnonaTis; MUOKapaNT; TPOMOHVH;
CNUHanbHasa MbllweYHan atpodus; cepaue; SMN1; 6enok SMN
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Asymptomatic troponin | elevation and acute myocarditis

in the late period of gene replacement therapy with onasemnogene
aberpavovec for patients with spinal muscular atrophy:

literature review and clinical case series

Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National Research Medical University,
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Introduction. Spinal muscular atrophy (SMA) 5q is a rare genetically determined progressive neuromuscular disorder, is the most frequent
cause of infant death not long ago. Nowadays onasemnogen abeparvovec as pathogenetic therapy is successfully used in clinical practice to
combat this disease. Gene replacement therapy (GRT) with onasemnogen abeparvovec for SMA patients may come amid non-target changes
in the cardiovascular system that require early diagnosis and monitoring.

Objective. To present clinical reports considering children with genetically confirmed SMA and elevated troponin | levels after onasemnogen
abeparvovec gene replacement therapy.

Materials and methods. We monitored forty two children with genetically confirmed SMA who received gene replacement therapy with
onasemnogen abeparvovec in the pediatric neurology department. All patients were tested for troponin | before and after the infusion,
additional tests of N-Terminal Pro-B-Type Natriuretic Peptide (NT-proBNP), creatine phosphokinase-MB (CPK-MB), electrocardiogram,
echocardiography were made if needed.

Results. In 11 (26.2%) of 42 SMA children troponin | was elevated and detected up to the eighth week after drug administration. At the same
time, an increased concentration of troponin | in the majority of cases (41 out of 42 children) was not associated with clinically significant
manifestations. There was only one case when acute myocarditis, confirmed by clinical and instrumental methods of investigation occurred. It
was a girl with a long-term (10 months) elevation of troponin |, who had an intercurrent infection.

Conclusions. Troponin | elevations detected after GRT with onasomnogene abeparvovec in SMA patients are often asymptomatic. This
myocarditis case highlights the importance of longer cardiac monitoring of troponin | elevations, especially in the presence of intercurrent
bacterial and viral infections.

Keywords: gene replacement therapy; onasemnogen abeparvovec; inflammatory cardiomyopathy; myocarditis; troponin; spinal muscular
atrophy; heart; SMNT; SMN protein
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BBepgeHme

CnvHanbHas MbleyHas atpodus (CMA) 5q sBisieT-
CS1 OTHUM M3 CAMBIX TSXKEJIBIX 1 HAU00JIee YaCTO BCTPeYaro-
IIKUXCSI TEHETUYECKUX 3a00JIEBaHUM, BBISBISIEMBIX B paH-
HeM Bo3pacrte [1, 2]. [TpuuunHoii passutust CMA sBnsietcs
neJienust 7-ro win 7-ro u 8-ro 3k30HoB reHa SMN1 B roMmo-
3UTOTHOM cocTostHuM. ['eH SMN I oTBeuaeT 3a BEDKMBaHKE
MOTOHEUPOHOB CIIMHHOTO Mo3ra. KiimHuyeckasi KapTuHa
CMA 5q pa3BuBaeTtcs u3-3a neduiura 6enka SMN [1-3].
YacroTa BCTpEYaeMOCTH JAHHOU matonorud — 1 ciryvai
Ha 6—10 ThIc. yesoBeK [ 1]. [eTepo3UroTHOE HOCUTETLCTBO
JeAeIIN 7-TO WK 7-TO U 8-T0 3K30HOB B TeHe SMN 1y mmro-
Jelt pactipocTpaHeHo — Kaxabiit 40—50-i1 yeoBeK sIBIsI-
€TCSI HOCUTEJIEM TeTePO3UTOTHOU MyTauuu B reHe SMN 1
[2, 4]. [To maHHBIM POCCUMCKUX aBTOPOB, YACTOTAa HOCH-
TesnbeTBa B Poccuu coctapisieT 1 Ha 36 yesoBek [5].

o HenaBHero BpemeHu Tepanusi CMA 6bl1a UCKITIO-
YUTEJbHO CUMMOTOMAaTUYEeCKO. 3a moclieqHee NeCATU-
JleTre ObUIM pa3paboTaHbl U CTajly JOCTYMHBIMU IMEpBbIE
METOJIbI TTATOTEeHETUYECKOM Teparuu, MEHSIOIIe TpaeK-
TopHuio ecTecTBeHHOro TeueHus: CMA [6]. YnpaBieHrem
MO KOHTPOJIIO 3a ponyktamu u jekapcrBamu CIIIA, EB-
pPOTIEICKMM areHTCTBOM TI0 JIEKAPCTBEHHBIM CpPENCTBAM
u B Poccuu ogoOpeHbl TpY JIeKapCTBEHHBIX CPECTRA IS
smeyeHusi CMA: HycuHepceH (TOproBoe HaMMEHOBAHUE
CnHpasa), pucnuruiaM (TOproBoe HavMeHOBaHUE DB-
pucou) M OHAceMHOTeH abernapBOBeK (TOProBoe HauMe-
HoBaHue 3oareHcma) [7—9].

IIpenapatr oHacemHoreH abGerapBoBek (OA) mnpen-
cTaBJIsIeT coOOl BEKTOp MJIsI TEHHOW Teparuy Ha OCHOBE
aJIeHOAaCCOIIMUPOBAaHHOTO BHpyca cepoTuiia 9 (AAB9Y),
CNOCOOHOTO TMPEOAOJEBATh TeMaTosHIehaTnyecKuil ba-
pbep, MOCTUTAsl KJIETKU-MUILIEHA B LIEHTPAIBHOW HEpPB-
Holi cucteMme. TepaneBTuueckuil a(pekT odbecneunBaeTcs
3a cu€t BHeapeHust TeHa SMNI B s1po KJIETKU W oOpa-
30BaHUS KOJIBLIEBOW SIMUCOMBI, C KOTOPOW TMPOUCXOTUT
dopmupoBanune npe-uPHK ¢ mocneayonym cuHTE30M
Heobxoaumoro 6enka SMN Ha pubocome B LUTOIIA3ME.
Beenenue OA ocyniecTBsieTCs IyTEM OJHOKPATHOW BHY-
TpuBeHHOU UHGY3uu [9, 10]. IIpernapat OA omnoOpeH s
nedyeHus nanueHToB ¢ CMA 6onee yem B 40 cTpaHax MU-
pa ¥, o OTKPBITHIM JaHHBIM KoMmaHuu «HoBaptuc», Ha
mapt 2023 r. yxxe 6osee 3000 maliMeHTOB B MUPE MOTYYUIU
npenapar B paMKax KJIMHUYECKUX UCCIENOBAHUMN, B MEX-
JIYHApOIHOW TIpOrpaMMe YIpaBIsieMOTO IOCTyINa U TIpU
MMOCTPETUCTPALIMOHHOM MCTob30BaHuu [6, 11]. JlaHHBIE
O IUIUTEJIBbHOCTU JEWCTBUS T€HHON 3aMECTUTEJIbHOU Te-
pammu (I'3T) nmpu ipumerHeHnn OA M3ydaroTcsI; TIepBBIC
MAIMeHTHI, TIOJYIMBIINE JaHHBIN BuA Tepanuu B 2014 1.,
MMEIOT MaKCUMYM 7-JIETHU# Tieproa HabmoaeHus. OaHa-
KO JI0 CHX TTOP HE U3BECTHO O BO3MOXHBIX HEXeJIaTeTbHbIX
sapieHussx npumeHenusi 3T B oTnasi€HHON TepCleKTH-
Be — 10—20—30 u 6oxee net [12].

3a Bpems TIpOBeNeHMS] KIIMHUYECKUX MCCIIEIOBaHUN
¥ B peaJIbHOW MpakTuKe y rmanueHToB co CMA oTMmeua-
JIUCh CJIENYIOIINE HEXeNATebHbIE SBICHUS: BPEMEHHOE
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MOBBILLIEHWE YPOBHS (DEPMEHTOB II€UEHU, TPOMOOIIUTO-
MIEHUSI ¥ POCT YPOBHS TPOMOHUHA | B CBIBOPOTKE KPOBU.
HapacTtanue ypoBHsI TpaHCaMMHA3 Yallle BCETO IMPOTEKaeT
0e3 HapylleHUi (YHKIMM TedeHn (OO M HEeTpsIMoit
OMJIIMPYOMH, TaMMa-IiyTaMuiaTpaHcdepasa, IIeaouHas
docdaraza ocraoTcs B pedepeHCHBIX 3HAYCHUSIX) U XO-
POIIIO KOHTPOJMPYETCST KOpTUKOocTeporaamMu [6, 13—15].
[ToBkllIeHUE yPOBHS TpornoHMHA | 0OBIYHO sIB/IsIETCS Oec-
CHMIITOMHBIM M He TpeOyeT KOppeKLK Tepanuu [16].

Ilepen BBemenuem I'3T HeoOXOmMMMO MPOBECTH PSII
o0cienoBaHMIA, BKIIIOYask TUTP aHTUTET K AAB9, TpaHca-
MUHa3bl, OUIMPYOUH, OOIIMIA OEJIOK, IToKa3aTeu CBEPThI-
BaeMOCTH KPOBH (KoaryJiorpaMma), oOLINiA aHAJIU3 KPOBU
u tponioHuH . [locne nmpoBeneHuUs Tepanuu peKOMEHIO-
BaHBI TIIATEILHBI MOHUTOPUHT (DYHKIIUM ITIEYCHU, OIICH-
Ka KOJIMYecTBa TpPOMOOLIUTOB, onpeaeaeHre TpornoHuHa |
U MPOTpOoMOMHA B KpoBU. CyIIECTBYIOIINIA PUCK UMMYHO-
OITOCPEIOBAaHHBIX HEXXeIaTeJIbHBIX SIBIICHUM TPeOyeT Ipo-
(pUIAKTUYECKOTO Ha3HAYEHUST KOPTUKOCTEPOUIOB [6].

BesomacHocts I'3T OA OblIa TIPOAEMOHCTPUPOBA-
Ha B 7 ximHMYeckux wucciaemoBaHusx (NCT02122952
[START], NCT03306277 [STRI1VE-US], NCT03505099
[SPRINT], NCT03461289 [STR1VE-EU], NCT03837184
[STRIVE-AP], NCT03421977 [LT-001] u NCT04042025
[LT-002]), B KoTOophIX 110 cocTossHuIO Ha 12.11.2020 yua-
cTBOBa/IM B o611eii cimoxkHoctu 102 manuenTa [13]. Tonb-
Ko B 17 (16,7%) ciy4asix OTMEYaIuCh KapaUOJOrMn4ecKue
CHMIITOMBI: TPAaH3UTOPHOE HApyIIIeHUE pUTMA (1 = 7) B BU-
e YMEPEHHON TaxWKapauW WA OpamvKapouy, KIWHU-
YeCKM HE3HAYMMOE TPaH3UTOPHOE ITOBBIIICHUE YPOBHS
TportonurHa I y 16 mameHToB, M3 HUX Y 3 3TOT ITOKa3aTesib
ObUI BBIIIE peepeHCHBIX 3HAYCHMI IO JICUSHHsS, OTHA-
KO HE BCEM IallMeHTaM BBHITIOJIHSUIM TeCT HAa TPOIOHUH
I (B 0oO1mIeHt CT0XKHOCTH Y 22 MALIMEHTOB OBLIO TTOJTYICHO
10 KpaliHeil Mepe omHO 3HadyeHMe TporoHnHa I). Bo Bcex
CJIyJasix IOBBIIICHUS YPOBHSI TpoIloHMHa I, Kpome om-
HOTO, MoKa3aTeab HopManu3oBaiics yepe3 2 mec. Cokpa-
TUTEJIbHAsI CIOCOOHOCTh MMOKapaa y Bcex 17 malueHTOB
ObLTa He HapyllleHa, B eAMHUYHBIX clydasx (n = 2) oTMe-
YeHO CHIXeHMe (paKIMU BBIOpOCA JIEBOTO XKEJTyIouKa
Hyke HopMbl (51,0 u 55,7% nipu onpeneaeHUM MO METO-
nuke Telixroabla) cioycTs 6 Mec mocje BBeASHUS Mperia-
pata, TIp¥ 3TOM KJIMHUYECKUX TIPOSIBICHUN Y 9TUX 0O0JIb-
HbIX He Obuio. [Ipu3HaKOB BHYTpUCEpIEUHBIX TPOMOOB
y MaIlMeHTOB He HAOIIOAAIOCh. Y 2 MOTUOIINX MAallMEHTOB
10 JTaHHBIM BCKPBITHS OBUIM 3apeTrMCTPUPOBAaHBI ITPHU3HA-
KM MUOKapanTa Ha (OoHe TSKEIONM MOJIMOPraHHOM Hemo-
CTaTOYHOCTH, BBI3BAHHOI1 cericrcom [13].

B psine maHHBIX pa3IMIHBIX IIEHTPOB B pPeaIbHON KT -
HUYECKOU TpaKTUKe OSCCUMIITOMHOE MOBBIIIICHUE YPOB-
Hs TponoHUHa I, Hepenko BhIsIBIsIEMOe Ha 1-ii Hedese
rociie BBeaeHust OA, He MPUBOAMIO K KapIAUOJIOTMUECKUM
coonrmrsiM [13, 16—22]. Hu oamnH M3 4acTo coOOIIaeMbIX
COOBITMI, TaKMX KaK TaXWKapaus, ONbIIIKA, HE WMEIU
MMePBUYHO CEPICYHYIO STHUOJOTUIO. ¥ HEKOTOPBIX MallM-
€HTOB Ha CKPMHMHTOBOM Bu3uTe mepen BBeaeHueM ['3T
00HapyX1BaJIOCh YBEJIMYEHHOE COAepXKaHMe TpOIoHrHa |
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0e3 KIIMHUYECKUX MPOSIBIIEHUI, KpoMe 15-MecsauHoro pe-
O€HKa C TOBBIIIEHHBIM YPOBHEM TpomnoHUHA | B MOMEHT
cMepTH (depe3 2 9 Tocjie peaHuMaIun), y KOTOPOTo TPO-
noHuH | mocne cepaedyHo-1EroYHOi peaHUMalMKd COCTa-
B 8210 Hr/mu1. [Ipu3Haky BOBICYEHUS CEPACTHO-COCY-
IHACTOM CUCTEMBbI OBLTH 3apETUCTPUPOBAHBI B PSIIE CIIyYACB:
OoCTaHOBKa cepaua (n = 16), ocTaHOBKa cep/Lia 1 AbIXaHUsI
(n =5), cepaeyHast HEMOCTaTOYHOCTH (7 = 1), 3acToitHas
cepmedyHasi HeMOCTaTOYHOCTh (n = 1) U TUCHYHKIIUS Jie-
BOTO Xeynouka (n = 1), HO HA OTHO U3 BTHX COOBITHI
HE MUMEJIO TIEPBUYHO CEPAEYHYIO 3THOJorHIo [16].

B nurtepatype ecTh ynmoMumHaHHWE O 2 CIyJasix MHUO-
kapauta y 6oabHEIX CMA nocne npoBenenust 13T OA.
VY nepBoro nanyeHTa Ha oHE peUMINBUPYIOIIEH OaKTe-
pUanbHON pecnMpaTopHOl MH(MEKIIUM CO CTOMKON Taxu-
Kapaueit 1 pa3BUBIINMCS PECIIMPATOPHBIM TUCTPECC-CUH-
JPOMOM YCTaHOBJICHO ITOBBIIIIEHHUE YPOBHS TporoHMHA I 1o
63,5 nr/mn (Hopma Huxke 20 1ir/Mi). Y BTOporo 60JbHOTO
OTMEYAJIOCh HeXelaTeJIbHOE SBJICHUE B BUIC WHMEKINU
HUXXHMX TBIXaTeJbHBIX ITyTEH C TIOBBIIICHNEM YPOBHSI TPO-
nmoHuHa | mo 80 Hr/n (pedepeHCHBIN MMana3oH He yKa-
3aH) 0e3 U3MEHEHMI CO CTOPOHBI 3IEKTPOKAPANOTPAMMBI
(BKT) u axokapnuorpammsl (DxoKT) [16].

B Hacrosmiee BpemMs HeEmOCTaTOYHO WHGOPMAIINU
0 HOPMATHBHBIX TTOKA3aTe/IIX KOHIIEHTPAIIUM TPOTIOHWHA
1y 3mopoBeix geteit n y nereit co CMA [23—26]. TponmoHnH
I aBnsiercs mapk€poM MHOBpPeXAEHUS KapIUOMHUOLIMTOB,
B TOM YHCJIe BOCIIAJIUTEILHOTO reHe3a. bruoricus mmokap-
IIa 1 MarHUTHO-PEe30HAaHCHas ToMorpadus cepiia ¢ KOH-
TPaCTHBIM YCUJICHHEM TTPU3HAHBI METOTUKAMHM «30JI0TOTO
cTaHAapTa» TMAarHOCTUKU OCTpOro Muokapaura [17]. Yuu-
TBIBasl TPYAHOCTHU MCITOJIB30BAHMS STUX METOIMK Y TIAIIM-
eHTOB co CMA TepBBIX JIET XXU3HU, CITydyau TTOBBIIIECHUS
ypoBH# TpontoHuHa I mmociie I'3T gOKHBI BBI3BIBATH OCO-
0y10 HACTOPOXXEHHOCTh CO CTOPOHBI JICUAIIleTo Bpaya, Tpe-
00BaTh JTOMOJHUTEILHOIO 00CIeIOBaHUS U IUIMTSIIBHOTO
HaOIIOAEHUSI.

B manHOi#1 cTaThe MBI TIPEACTABISIEM CEPHUIO KIIMHUYE-
CKHUX ciTydaeB mareHToB co CMA 5q ¢ 6ecCMMIITOMHBIM
noBbIlIeHUEM YpoBHSl TpornoHuHa I. IloapobHo omucaH
ciydaii 6osbpHOM JgeBouku co CMA, y KOTopoil B oTHma-
JnéHHOM Tiepuone mnocie nposeneHus ['3T Ha ¢oHe MH-
TePKYPPEHTHOM MHMEKIINN 00HApY:KEHO HeXeIaTeIbHOe
SIBJICHUE B BMIE KIMHWYECKU ITOIO3PEBAEMOTrO OCTPOTO
MMOKApANUTA C MCXOIOM B BOCITAJIMTENBHYIO KapIUOMM-
ornatuio. MUOKapIUT COMPOBOXIAICS KIMHUICCKUMU
OPOSIBJICHUSIMU OCTPOM CEpACYHOM U AbIXaTEJIbHON HENO-
CTaTOYHOCTH, BEIpAXKCHHBIMU U3MeHeHUsIMU Ha DK, mu-
HaMWYECKUMU U3MEHEHUSIMUA KOHILIEHTPAIIUM TPOTIOHWHA
I B xpoBu.

Matepuanbi u meToabl

B nmeTrckoM TNICHMXOHEBPOJIOIMYECKOM  OTIEJICHUU
Ne 2 mon HaGmogeHMeM Haxoauuch 42 pe6éHka co CMA,
nosyuuBiimx JedyeHue OA B HayyHo-ucciaenoBaTebcKom
KJIMHUYIECKOM MHCTUTYTE IMeIUaTPUH U IETCKOM XUPYPTUHU
nmenn akanemuka HO.E. BenpTumena ¢ anpens 2020 r.

Clinical cases

KnuHnuyeckne cnyyan

no gekabpp 2022 r. JluarHo3 CMA ObLT yCTAaHOBJICH Ha
OCHOBAaHMU KJIMHUYECKON KapTUHBI W TTOATBEPXKIEH MO-
JIEKYJIIPHO-TEHETUYECKUM aHAJIM30M. 3aKOHHBIMM TIPe/I-
CTaBUTEJISIMM TAIIMEHTOB TIONMUCAHO WH(MOPMUPOBAH-
HOE coracue O IMPMMEHEHUHU IpernapaTa, opuiMaibHbIe
MPEACTABUTEN TIAIIMEHTOB OBLIA IPOMHMOPMHUPOBAHBI
0 BO3MOXHBIX ITOOOYHBIX IEUCTBUSIX TIpeIiapaTa.

VY Bcex nmalueHTOB UCClieIoBau ypOBEeHb TPOITOHMHA |
1o u nocie nHpy3uu OA, 1o noKa3aHUsSIM MPOBOAUINCH
omnpeaenenre ypoHss NT-proBNP, akrtuBHoctu K®K-
MB, BKI' n 9xoKI'. Cepmeunslii TpomoHuH | mccimemo-
BaJICSI B PA3IMYHBIX JIAOOPATOPUSX, ITO3TOMY IaHHBIE
MIPEACTABIISTIOT COO0M COYETaHNE BHICOKOUYBCTBUTEIBHBIX
W CTaHIAPTHBIX 3HAYCHMI TpoIroHWHA | (pa3MuaHbIi 11-
ana3oH HOPMAaTUBHBIX 3Ha4YeHMIT). MOTOpHYIO (DYHKIIUIO
OLIEHMBAJIM C MIOMOIIBIO IKAJIbl IeTCKOM O0bHULIBI Du-
Jagenbduu 11 TUaTHOCTMKHU IBUTATEIBHBIX (DYHKIIWI
y HoBopoxnéHHBIX (CHOP INTEND), ob61iee nBurateib-
HO€ pa3BUTUE — IO LIKAJE OLEHKU HEBPOJIOTUYECKOTO
craTtyca 00JIbHULIBI XaMMEpPCMUT Y JeTeid paHHEro Bo3pac-
Ta, yactb 2 (HINE-2) [27].

PesynbTaTtbl

Xapakmepucmuka 2pynnoi

B uccienoBanue 0b11M BKIIOUEHBI 42 pe6éHka co CMA
nociie nposenéHHou I'3T, mu3 Hux 23 meBouku (54,8%)
u 19 manbuukoB (45,2%). Co CMA I tuna 6su10 34 (81,0%)
pe6énka, co CMA 11 tuna — 8 (19,0%). Cpenxuii Bo3pact
nereit coctaBui 18,5 (4—40) mec.

VY Bcex MalyeHTOB MpoaHaIM3MpPOBaH YPOBEHb TPO-
noHnuHa | B nuHamuke no u nocie nposeaeHus I'3T. IMo-
BBIIIICHHUE TPOIIOHMHA I, ompenesnsieMoe B KPOBU He 10311~
Hee TepBbIX 8 Hem, BoIgBIeHO y 11 (26,2%) mauneHTOB
u342. U3 uuxy 5 (11,9%) nanyeHToB HOBBILLIEHKE TPOIIO-
HuHa I mpousouwno Ha 1-i Henene nocie uHPy3un. Tak-
THKa BEICHUS MAllMEHTOB B CBS3U C POCTOM TPONOHMHA I
HE MeHsIach. B nMHaMMKe He BBISIBISUIMCH KJIMHUYECKU
3HauuMble u3MeHeHus DKI' u OxoKI'. Yaie Bcero cHu-
JKeHMe ypOBHS TporloHUHA | 10 HopManbHBIX UMM Mpo-
HUCXOIUJIO B TeYeHMe 2—3 Hel 1 He Io3IHee 2 Mec Iocie
uHpy3uu. Bce manueHTHl mojiydaau Tepamnuio KOPTUKO-
cTepoMIaMy COIVIACHO peKoMeHmauusaM. KilMHu4yeckux
NPOSBICHUN, KPOME TPAaH3UTOPHOM TaxWKapauu, y Iia-
LIMEHTOB He OBbLIO, 32 MCKIIOYEHUEM OTHOIO M3 PacCMO-
TPEHHBIX HaMU KJIMHUYECKHX cliyyaeB. Tpu IanueHTa
u3 11 go I'3T mosayyanu Tepamnuio HyCMHEpCEeHOM U 1 —
PUCIUILIIAMOM.

B craTthe npeacTaBaeHo KpaTKoe onvcaHue 4 rmaiyeH-
TOB, Y KOTOPBIX P Jab0paTOPHOM OOCIEI0BaHUU OBLIO
BBISIBJICHO IIOBBIIICHNE YPOBHSI TPONOHMHA I, a mpu MH-
CTPYMEHTAJIbBHOM OOCJICIOBAHUMU CEPACYHO-COCYIUCTOM
CHUCTEMBl — U3MEHEHMS 0e3 KIMHUYECKUX IPOSIBICHUIA,
a TaKxKe BIIEPBbIC OMMCHIBAEMbIil HAMU CIydaii HallueHTKU
C KJIMHUYECKHU ITOI03PEBAEMbIM OCTPHIM MUOKAPIUTOM Ha
¢GoHEe MHTEPKYPPEHTHON MHMEKIIMU ¢ UCXOA0M B BOCIIA-
JINTEIbHYIO KapauoMuonaTuio. M3 mpoaHalu3aupoBaHHbBIX
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KnuHunuyeckne cnyyan

ciyJaeB 0€CCMMIITOMHOE TTOBHIIIICHUE YPOBHS TPOTIOHMHA
1 mo BBeaeHus1 mpenapata ObLJIO BBISIBJIEHO TOJIbKO y 1 ma-
MeHTa ¢ TSKENBIM TeueHrneM CMA 1-ro turma.

Kaununeckuii cayuaii 1. JleBouka ¢ CMA I tumna ¢ xiu-
HUYECKUMU TIPOSBICHUSIMU 3a00JICBaHUSI C POXICHMSI.
Bospact Ha momenT BBemenusi 3T OA — 2 roma 6 Mmec,
Bec 12 xr. Jlo BBenenus I'3T B TeueHue 2 jeT 60IbHAS TIO-
Jlydaljia Teparnvio pucauriaMoM. Y peb€HKa oTMmeydasaach
BbIpaxkeHHasi JgedopMauusi TPYAHOW KJIETKH, CKOJIMO3
M ObUla HeoOXOIMMa HEMHBAa3WBHAsI BEHTWJISILIMS JETKUX
Ha BpeMms cHa. OlLieHKa 10 IIKajaM MOTOPHOTO Pa3BUTHS
nepen jedeHueMm coctaBma CHOP INTEND 31 6amn,
HINE-2 — 3 6anna. HecMoTpst Ha TMOBBILIEHHBIH ypoO-
BeHb TpornoHnHa I mo 41 nr/ma (ripu HopMe 10 18) mepen
BBeneHueM ['3T, konuenrpanust NT-proBNP ocraBamach
B Tipenenax pedepeHCHBIX 3HadeHMit — 57 mr/mun (tipu
HopMme 1o 100 rir/Mit), >kamo0 M KITMHUIECKUX ITPOSIBJICHU I
CO CTOPOHBI CEPIEYHO-COCYAUCTON CUCTEMBI HE OTMEYa-
Jock. IloBeiieHue TpornoHuHa I coxpaHUIOCH U TOCIIE
BBeneHus ['3T — makcumanbHO 10 48, 1 1ir/Mut (Iipu HOpMe
1o 18 mr/mi), OoMHOKpPAaTHO OBUIO BBISIBJICHO ITOBBIIICHUE
ypoBHsI NT-proBNP g0 169 rir/mi (Hopma mo 125 rir/mi).
CHmXeHne ypoBHSI TporloHMHa | M0 HOpMasbHBIX 3HA-
YEeHUI MPOU3OILI0 K 5-i Hedejae OoT MOMEHTa BBEACHUS
I'3T. KnuHuYecKux TpOSIBIEHWII CO CTOPOHBI Cepaed-
HO-COCYAWCTOM CHUCTEMBI, 4 TAKXE U3MEHEHMWU T0 IaH-
HBIM MHCTPYMEHTAJIBHBIX METOIOB OOCICIOBAHUS Ceplia
B TOT MOMEHT BBIIBJICHO He Obl1o. Yepes 3,5 Mec mocie
BBeneHud I'3T y mamyenTa rmpoun3oliia ocTaHOBKa Cepalia
Ha (OHE IbIXaTebHON HemocTtaTouHOCTH. [laTomoroaHa-
TOMHMYECKHMX JAaHHBIX 32 MUOKApAUT ITOJYyYeHO HE OBLIO,
HO JIETAJIbHBIA MCXOI MOXET CBUICTECIIHCTBOBATH O 3aMH-
TEePECOBAaHHOCTHU MHOKapa.

Kaunuuecrkue cayuau 2 u 3. JIBe cecTpbl-OM3HELB A.
un W. 6-MmecstaHOTO Bo3pacTa ¢ 1e6iotom 3aboaeBanuss CMA
B Bo3pacte 3 mec, CMA I tuma. I'3T OA obeuM céctpam
ObL1a IpoBeneHa B Bo3pacte 6 Mec. Bec obGeux cectép
Ha MOMEHT BBeneHus — 8,4 kr. TecTupoBaHMe 1O IITKa-
nam MotopHoro pasputusi CHOP INTEND — 32 6an-
nma, HINE-2 — 3 6anna. ¥ obeux cecté€p nocie nHPy3uu
I'3T tpomnonun I moBeicuica Ha 1-i1 Hedene Tocie BBe-
IEHUS W COXpaHSJICS B TedeHUE 8§ Heo ¢ MaKCHMMAaJbHO
BBICOKMM IIOKa3aTejeM Ha 2-il Hexene: A. — 67,9 nr/mu,
W. — 62,2 nor/mn (mpu HopMme 1o 15,6 nr/mi). I1pu saTtom
ypoBeHb NT-proBNP ocraBancsa B mpeaenax pedepeHc-
HbIX 3HaYeHuii. [To manueiM OKI Ha 2-i1 Henene y obeux
cecTép BBISIBJIEHa CUHYCOBasi apUTMHUS C TIEPUOIAMU YME-
PEHHOM TaXUKapAUHU C YACTOTOM CEPACUYHBIX COKPAILICHUIA:
A. — 130—150 yo/mun, U. — 120—140 yn/MuH ¢ mocTe-
TMIEHHBIM CHVKEHUEM TaXMKapAWU 10 HOPMAaJIbHbIX 3HaYe-
HUi1 B TeueHue 2 Hed. Y A., mo ganHeIM OxoKI', Ha 2-i
Henesie BBISIBICHA HE3HAUYMTENIbHAS CeImapamus JUCTKOB
TepuKapaa 1mo 3agHel CTeHKE JIEBOTO XKeIyIoJyKa 10 2 MM
B quactoiny. Y U. yepe3 5 Hen miociie BBeneHus OA cema-
paims JIMCTKOB IleprKapaa 10 3aIHeil CTEeHKE JIEBOTO XKe-
JIyIOYKa COCTaBUJIa 3 MM, B 00JIACTY BEPXYLIKU — 4 MM.
TI'emogmHaMuMKa y 00erx cecTép ocTtaBajach B HopMe. bruia
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HCKITIOUeHa MHMEKIIMOHHAS IPUPOAA YBETUUESHUS YPOBHS
TpononnHa I. B neyeHun mammeHTKH A. OblJIa TTOBBIIIE-
Ha /1032 MPEeAHU30JI0Ha 10 2 MT/KI. B nuHaMuke KIMHU-
YeCKHUX XKaJIoO He 0TMEYaI0Ch, CAMOUYYBCTBHE OCTABAJIOCH
YIOBJIETBOPUTEIBHBIM, CHIDKEHHE YPOBHSI TPOIIOHMHA
I 10 HOpManbHBIX 3HAYEHUII MPOU3OLLIO K 7-H Heaesne
ot nposeneHus 3T y obenx cectép. [locne Hopmanmm3a-
LIMY YPOBHS TpoIToHMHA | B KpOBM HAYaTO CHIKEHUE JO3bI
MPeTHU30JI0HA 110 CTaHAapTHOM cxeMe: 1o 1,25 mr 1 pa3
B HeAENIO 10 MOJHOM oTMeHbI. [1pu mpoBenennn DxoKI
n OKI depe3 5 Mec y 00erx cecTép U3MEHEHUIA CO CTOPO-
HBI CepaIia He BBISIBJICHO.

Kaunuueckuii cayuaii 4. ITaunent co CMA 1-ro tuna,
nebroToM 3aboeBaHus B 5 mec. 3T pedGEHKY Obla IIpoBe-
IeHa B Bo3pacTe 21 Mec, BeC Ha MOMEHT BBEICHUS COCTa-
Bui 11,6 kr. 1o BBenenust I'3T B TeueHMe roga 60JIbHONM IO-
JIy4yaj Tepanuio HycuHepceHoM. OrieHka o mkaie CHOP
INTEND — 60 6asa, mo mkane HINE-2 — 18 6aios 1e-
pen ieyeHueM. YpoBeHb TponoHMHA | 10 BBeaeHusI 1 cpa-
3y MOCJIe Tepalry HAaXOMWICS B Ipeaenax pedepeHCHBIX
sHayeHuii. o BBemenust I'3T DxoKI He mpoBoaumiock.
KimHunyeckux npu3HakKoB HEAOCTATOYHOCTUA KPOBOOOpa-
LLIEHUST He BbISBJIeHO. IIpu miaHoBOM 00OCieTOBaHUU TO-
cne I'3T uepes 2 cyt ipu DxoKI BeIsIBIeHa 3HAYMTEbHAS
cermapanus JUCTKOB IepuKapaa B 00JacTU BEPXYIIKUA —
10 12—14 MM B 1MacToIy M B MEHBIIIEH CcTeTIeH! 10 APYTUM
obsactam — 10 6—11 mm. CokparuTesibHasi CITOCOOHOCTD
MHOKap/a Obl1a B HopMe (bpakiuus Beiopoca 67% 110 Me-
tomuke Teiixronpma). BeicTaBiaeH mMarHo3: 3KCCYyIaTUB-
HbIli MEpUKapANUT, KApIMOMMOIIATUSI HEYyTOYHEHHAs1. Boc-
MMaJINTEJIbHBIE MapKepbl KPOBU OBLIM B IIpemesiax HopMa-
TUBHBIX 3HayeHMi. JlaHHOE COCTOSIHHME pPACIeHEHO KakK
MTOCICACTBUEC paHee MepeHeCEHHON MH(MEKIINH, YIUTHIBAsI
a”HamHe3: 3a 7 Mec mo BBemeHUs OA peOEHOK IMepeHEc
nHpEKIIMOHHOE 3a0oieBaHue, Haxonsach B FOro-BocTou-
HOI A3uu, KOrjga B TedeHUe 3 JHEW oTMedanach JJUXopai-
Ka ¢ MOBBIIICHUEM TeMIlepatyphl 10 39°C, ogHOKpaTHast
pBOTa, TAITyJIE3HBIC BBICHIIIAHUS Ha JIAMOHSIX M CTOIAX.
[IpoBeneHo oOcenoBaHME Ha BO3MOXHO paHee IepeHe-
CéHHbIe MHMEKLMN: BUPYC KOPOHABUPYCHON MHGpEKIUU
(COVID-19), uuToMeraaoBUpyc, XJIaMUAIWsI, MUKOILIA3-
Ma, BuUpyc OmmreitHa—bapp, repmec-BUpyC CepoTH-
nel 1 n 2, Bupyc renatuta C u B. YcTaHoBIeHO 3HAaUYNMOE
YBEJIMYCHUE YPOBHSI UMMYHOTIJIOOYJIMHOB K KaIICUIHOMY
6enKy Bupyca dnmreiina—bapp. [1pu o6cnenoBaHM BHY-
TPEHHUX OPTaHOB BBHISBJIICHO YBEJIMYCHUE CEJIC3EHKM Oe3
U3MEHEHUST 3XOCTPYKTYpHL: 9,3 X 3.7 cM, KoapduimeHT
Macchel cene3¢Hku — 9,1 (Hopma 2,0—4,0). YuuTeiBas uH-
dexmonHoe 3aboneBanue 3a 7 mec no I'3T, nabopaTop-
Hble UBMEHEHUS ObLIM paclieHeHbl KaK paHee MepeHecEH-
HbIIT MTHPEKIMOHHBI MOHOHYKJICO3, B TOTOJIHUTEILHOMN
Tepanuy Ha TOT MOMEHT MallMeHT He HyxXnajics. [1o maH-
HeIM Ox0KI' B tMHaAMUKE yepe3 5 Mec cerapaius JUCTKOB
repuKapaa B 00JIACTM BEPXYIIKM COCTaBIsIa 3—5 MM,
TOJIIIMHA MUOKapIa U CUCTOJIMYecKast (DYHKIIUS — B TIpe-
nejaX HOPMBI, YTO OBLJIO PAacIieHEHO KaK 3HAYMTeJIbHast
MMOJIOXKUTENbHAs nuHamuKa. [loBeiieHne TpomoHuWHa |
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y IaHHOTO MalleHTa ObUIO OTMEUYeHO Ha 3—5-i1 Henee 6e3
KJIMHUYECKUX TPOSIBJICHUI, MaKCUMaJIbHO 10 19 mr/mn
(ripu HOopMe 1o 9 iir/mut). [To manaeIM DKI onpenensiioch
mnddy3Hoe HapylIeHWe TIpoliecca penosipu3alui MUO-
Kapna 6e3 KIMHUIECKUX MPOSIBJICHUI.

Kaununeckuii cayuaii 5. IleBouka b. co CMA I tuma.
JebroT 3a00neBaHus ¢ 1-ro Mecsa XXu3Hu. Jlnartos ycra-
HOBJIEH TOJIbLKO B Bo3pacte 7,5 Mmec. B Bo3pacte 11 Mec
TepeHecIa BHEOOJBPHUYHYIO OCTPYIO IIPAaBOCTOPOHHIOIO
MOJINCETMEHTapHYl0 TTHeBMoHMIO. Tepanmmuio OA pebé-
HOK TIOJTy4MJI B Bo3pacte 12 mec. Ha MoMeHT mHMLIMAIu
MaTOreHeTUYECKON Tepanuu peObEHOK Mojydyay HeuHBa-
3UBHYIO BEHTUJISILIMIO JIETKUX 10 12 4 B cyTKU. B HeBpo-
JIOTMYIECKOM CTaTyCe OTMEYaIMCh MOJIHOE YyracaHUe CyXO-
XKUIBHBIX pediekcoB, auddy3Has MbIIIEYHAsT TUIIOTO-
HUS, aTpodusi, aKTUBHBIC IBIKCHUS OBLIM OTpaHUYCHBI
MBIIIIEYHOM CIa00CTHI0, U3 KPYITHBIX MOTOPHBIX HABHIKOB
COXpPaHHBIMU OCTABAIMCH TOJBKO IBUXKEHUST BEPXHUX KO-
HEYHOCTE# IO JIOKTS U IBMKEHUS B CTOIIE, yAep>KaHUe
TOJIOBHI TI0 CpeIHEei JIMHUM B TOJIOKeHUH JIeKa. OreHKa
no nurareabHbIM IkataMm CHOP INTEND u HINE-2
nepen BBeneHneM OA cocraBuiia 23 u 2 Gajia cOOTBET-
ctBeHHO. HecMoTpst Ha coxpaHHYI0 (DYHKIIMIO TJIOTaHUS
Y IpMHUMAasl BO BHUMaHHUe aCUPAllMOHHYIO ITHEBMOHUIO
B aHaMHe3e, Hajiuuue nucdaruu, MornepxuBaHus, pedé-
HOK TIepeBeaIEH Ha ITOJTHOE 30HIOBOE KOPMIICHHE.

Ilepen BBepenuem I'3T OA mpoBeneHO KOMIILIEKC-
Hoe JIabopaTOpHO-UHCTPYMEHTAJIbHOE OO0cCIen0BaHuE.
M3meHeHuit B o01ieM aHalu3e KPOBU U TPOMOOLIUTOIE-
HUU HE BBISIBIICHO. YPOBEHb aKTMBHOCTM aMWHOTPaHC-
¢epa3 He TpeBBIIAT 2 HOPM, OMJIIMPYOUH OBITT B HOpME,
KOHILIEHTpalusl TponoHuHa I 1 mporpomMOuHa — B Tipe-
nenax pedepeHcHbIX 3HaueHuit. Ilpu nposenenun DKIT
CHIKEHME TIpoIlecca penoysipu3alii B MUOKapae (criia-
xeHHbIl 3yoen; T B otBeneHusx III, aVF). ITo maHHBIM
IxoKI' — wucToHYeHUE MeXIIpeacepaHOil ITIeperopo-
KA B CpemHeil TpeTu 0e3 MPU3HAKOB IeMOIMHAMWYECCKHU
3HAUMMOTO cOpoca KpOBU U OUCGHYHKIMS MUTPAIBHO-
ro KjamaHa ¢ MUHMMaJbHOM peryprutauueiit. PeGéHok
B YIOBJICTBOPUTEIILHOM COCTOSTHUM OB BBIITMCAH U3 CTa-
nuoHapa nocie nHpy3un OA Ha 8-e cyTKu. B KOHTpoJIb-
HBIX aHAJIM3aX KPOBU yepe3 7 CYT MOHOLIMTO3 IO YPOBHS

Puc. 1. 3Kl nauneHTkn b.

KnuHunuyeckne cnyyan

2,33 X 10°/1, KOHLIEHTpaLUsl TPOITOHUHA | U mpoTpom-
OMHa OCTaBaJMCh B TIpenejiaXx HOPMATUBHBIX 3HAYCHMI.
Ha amOynatopHoM aTane ObUIO PEKOMEHIOBAHO MTPOAOJI-
XKWTH MMPUEM TIPETHU30JIOHA B 103¢ 1 MI/KT ITOa KOHTPO-
JIeM aHaJIM30B KPOBHU 1 pa3 B HEIEIIo.

Yepes 16 queii nmocie BeeaeHus I' 3T BnepBbie oTMeYE-
HO TIOBBIIICHNE KOHIIEHTpAIlUK TportoHnHa I mo 72,9 Hr/n
(ipu HOpMe 1o 14,0 HI/) TpU HOPMAJIBPHBIX TTOKA3aTeNIsIX
ypoBHSI NT-proBNP; xkano6 u K1InHU4YeCKUX NPOsSIBICHUN
CO CTOPOHBI CEPIEYHO-COCYIUCTON CHCTEMBI Yy peOEHKa
He 6bu10. Uepes 26 nueit mocne I'3T na DKI orMmeuanach
taxukapnus 1o 155 yn/mun (puc. 1).

YuuteiBas nameHenuss Ha DKI 1 moBbIlIeHME KOH-
LeHTpaluu TporoHuHa I, Kk Tepanuu ObL1 HOoOaBiaeH Oe-
Ta -anpeHobsokarop areHonon B nose 0,4 mr/kr/cyt
¢ monoxurtebHBIM 3 dekTom. Ha DKI uepes 7 cyt mocie
Hayajla TIpMMEHEHHUS aTeHOJI0Ia OTMeJalach YMEepeHHast
cunycoBast aputmus ¢ YCC 122—128 yn/mun (puc. 2).
B 6GuoxmMmyeckoMm aHaiu3e KpOBU aKTMBHOCTH (pepMeH-
TOB IIeYEHM HE IPEeBBIIAa 2 HOPM, KOPPEKIIMS TOPMO-
HAJIbHOM Tepanuy He MPOBOAWIACH, PEOEHOK MPOIOIIKAI
IMOJy4YaTh IPEIHM30JIOH B o3¢ 1 mr/Kr. [1pu nmpoBeneHnmn
DxoKT uepe3 1 mec mocie I'3T nameHeHMIt He BBISIBIICHO.

Yepes 4 ven nocne BeaeHus ['3T pasBunach TpoMOO-
uurorieHust 1o 19 x 10°/1, otMe4eHO HapacTaHUE YPOBHSI
aktuBHOCTU (bepMeHTOB IeueHu: AJIT mo 192,9 ME/n,
ACT mo 221,7 ME/n, Ho 6€3 MOBBIIIICHNS YPOBHSI OUIUPY-
6uHa 1 0e3 HapylieHus (PYHKIMU TTIeYeHU, B CBA3M C YeM
ITo3a IMPeIHN30JI0Ha ObLIa yBenrmIeHa 10 2 Mr/Kr. [1uk 1o-
BBILLIEHUS] TPaHCAMMHA3 MPUIIENICS Ha 7-10 HEJIEeJIo Moce
BBeneHust [3T: ACT mo 360 ME/n u AJIT no 376 ME/n
(puc. 3). TpombOouuTOomeHUs KyNmUMpOBaHA B TEYCHHE
Henmenu. MakcuManabHOE TOBBIIIEHHE TPOMoHWHA | mo
135,1 or/ma (mpu Hopme 1o 14,0) B coueTaHMU C TOBBI-
meHueM NT-proBNP mo 178,1 nir/mi (Hopma < 100 mir/
MJT) 6€3 KITMHUIECKUX TIPOSIBIICHUI, a TAKXKE B OTCYTCTBUU
KJIMHUYECKU 3HAYMMBIX u3MeHeHnit Ha DKI u mipu mpo-
BeneHnn OxoKI 3adukcupoBaHo Ha 17-i1 Henmene mocie
BBeIEHUS mpenapaTa. B manpHeieM oTrMedanach MOCTe-
neHHas HopMmanu3auus ypoBHsT aktuBHocT ACT u AJIT:
CHIDKEHME 10 2 HOPM, CPEIHSISI KOHIICHTPAIIUS TPOIIOHM -
Ha I ipu 3TOM cocTaBisiia 45,9 (mpu HopMe 1o 14) Tir/Mi

CunHycoBas Taxukapama ao 155 ya/mMuH, HapylueHre npolecca penonapusaunm mnokapga B oteegeHusax |, I, aVF (ckopoctb 25 mm/c).
Fig. 1. Electrocardiogram of the B girl patient.

Sinus tachycardia up to 155 bpm, impairment of the process of myocardial repolarization in leads Il, ll, aVF (25 mm/s).
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KnuHunuyeckne cnyyan

Puc. 2. OKTI nauvneHTKu b. Ha poHe Tepanum aTeHONONOM.

YmepeHHan crHycoBas aputmmsa ¢ YCC 122-128 ya/mMuH. Ha doHe ypexeHna cepaeyHoro putMa no cpasHeHmio ¢ KN Ha puc. 1 oTMeYatoTca NoNoXuTenb-
HasA fMHaMVKa, BOCCTaHOBNEHME npoLecca pernonapusanymm Mmokapaa B ctaHaapTHbix oteegeHusax |1, 1l (ckopocTb 50 mm/c).

Fig. 2. Electrocardiogram of the B girl patient against background of beta-blocker therapy.

Moderate sinus arrhythmia with a heart rate of 122-128 bpm. On the background of a slower heart rate than the ECG in Figure 1, there was a positive
changes with myocardial repolarisation recovering in standard leads Il Ill (50 mm/sec).
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Puc. 3. YpoBeHb nabopaTopHbix NokKasateneli nauyneHTku b. nocne 3T OA.

Fig. 3. Laboratory indices level in B girl patient after gene-replacement therapy (GRT) with onasemnogen abeparvovec (OA).

On the horizontal axis — week of treatment with OA.

Ha npoTsskeHun 6 Mec mociie BBeneHuss OA. CocrosiHue
pebEHKa BCE BTO BpeMs OCTABAIOCh YIOBJIETBOPUTEb-
HBIM, 0€3 OTpUIIaTEeIbHOI TUHAMUKM, TIPOBOAMIIOCH ITJia-
HOBOE TOCTENEHHOE CHIKEHME 1036l TODMOHOB. B cBsI3n
C HOpMaJiu3alueil cepAeyHOro puTMa 103a aTeHOJI01a Obl-
J1a ymeHblieHa 1o 0,2 Mr/Kr/cyT.

Yepes 6 Mec MpoBeleHO KOMILIEKCHOE 0OC/IenoBaHUe
pe6€Hka B cranmoHape. CepneyHasi IesTeIbHOCTh OCTaBa-
nack ctabunbHO, YCC — B mpenenax BO3pacCTHOW HOPMBI.
o pesynapratam DKI 1 cyrouHoro MmouutropupoBanus DKI
3HAYMMBIX HapyIIeHWi pUTMa M TTPOBOOUMOCTH, M3MEHE-
HU co ctopoHbl ST-T cerMeHTa He oTMeueHo. 1o TaHHbIM
OxoKIT BbIsIBIEHA cenapaliyisl JUCTKOB MeprKap/a 3a 3aaHei
CTEHKOI1 JIEBOTO XeJTyoYKa 10 3 MM U B 00JIACTH BEPXYIII-
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Ku 10 3 MM. B aHanu3ax KpoBU KOHLIEHTpaLus TporoHuHa |
BIIEPBBIE 32 6 MeC CHM3WJIACh IO HOPMBI M COCTaBUJIA
14,5 nr/mm Hopma < 18,3 mr/mur), HaOmMOOAIOCh HE3HA-
YUTeJIbHOEe TOBBIIeHHe KoHueHTpaimun KOPK-MB 1o
18,3 ur/ma (Hopma 1,4—6,1 Hr/mi), kKoHueHTparuss NT-
proBNP ©Obl1a B mpeaenax HOPMATMBHBIX 3HAU€HU —
6 nir/mn (Hopma < 100 mr/mu). JlanbHeiiiee mpuMeHeHHe
MpeTHU30JI0Ha ObUIO Hellelecoo0pa3Ho, Tpernapar ObLT
OTMEHEH. B HeBposiornueckom craryce y pedbE€HKa yBelu-
yuiics 00bEM JIBMXKEHUI B pyKax WM HOrax, JAeBoYka craia
JIy4IIIe yAep>KVBaTh TOJIOBY B TTOJIOXKEHNU Ha crimHe. OleH-
ka no mkajgam CHOP INTEND u HINE-2 B auHamuke ye-
pe3 6 Mec He UBMEHMJIaCh U cocTaBuia 23 1 2 6aia COOTBET-
CTBEHHO, UTO PACLIEHUBAJIOCh KaK CTAOMIN3ALIMSI COCTOSTHUSI.
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HopmanbHasi KoHLIeHTpalusi TporoHMHa | B KpoBu
coXpaHsIaCh B KOHTPOJIBHBIX aHAajIM3axX I10CJe OTMEHBI
MpeTHu30J0Ha B TeyeHue 2 Hex. Ha 3-if Hemene ObLo
BHOBb OTMEYECHO IPEBBHIIIICHNE HOPMATHUBHBIX 3HAYCHMI
KOHIICHTpAllMK TPOIIOHMHA | ¢ IMOCTeNEHHBIM MeEJIeH-
HBIM HapacTaHHWeM B TeueHHUe ciienymommx 4 Hen. 2Kamob
CO CTOPOHBI CEPACTYHO-COCYIUCTON CUCTEMbI ¥ KITMHUYE-
CKUX TIPOSIBJIEHUI CEPAEYHON HEAOCTATOYHOCTU HE OTME-
4aJocCh.

Yepes 7,5 mec mniociie BBenenust I'3T (1,5 mec mocne
IOJTHOM OTMEHBI MPETHU30JI0HA) PEOEHOK MO HEOTIOX-
HBIM TIOKa3aHMSIM OBLI JOCTAaBJICH B MH(MEKIIMOHHOE OT-
TeJICHUE C XaJo0aMM Ha TaXUKapIuio, OOBIIKY 10 48—50
B MUHYTY, TUINECPCAIMBAIINIO, OOMJIBHBIC BJIAXXHBIC XpH-
MBI HaJ BCEHl MOBEPXHOCTHIO JETKUX (IIPOCTYIINBAINCH
Ha pPacCTOSIHMM); TPU OCMOTPE: CTOMKAs TaxwKapaus
no 170 ym/MuH, macTO3HOCTb HOT, carypauus 95—98%,
temreparypa 37,1°C. OCHOBHOII JMarHo3 TIpU TIOCTY-

KnuHunuyeckne cnyyan

C TIPEAIIOJIOXEHNEM O Pa3BUTUM OCTPOTO MHOKApIWTA.
IIpu mocrynnenun Ha DKI' oTMeuanuch BeIpaXkeHHas Ta-
xukapnus no 173 yn/muH, nernpeccus ST-cerMeHTa B OT-
penenusx 11, 111, V3—V6, noBeliieHne 3716 KTPUYECKON aK-
TUBHOCTU TIPABOTO XKEJyI04YKa, CABUT MEPEXOAHON 30HbI
B OTBeeHUE V3, OBHIIIICHNUE 3JICKTPUIECKON aKTUBHOCTHU
npencepauii, BoipaxxeHHble AMbdy3Hble HapyLIeHUs IPo-
1ecca pernojiapu3anuy Muokapaa (puc. 4).

I1pu o6¢cnegoBaHMM B CTallMOHAPE YPOBEHb TPOTIOHUHA
I B xpoBu ObUT TOBBIIIIEH 10 78,9 Hr/1 (HopMa < 9,0 /M),
koHueHtpauusgs NT-proBNP 6wnuta B mpememax pede-
pPeHCHBIX 3HaYeHUit — 52 nr/mia (Hopma < 100,0 r/mur).
ITo manupM Ox0KI mM3MeHeHUiIT He BBIIBICHO: IMOJOCTU
cepalia He pacIIMpeHbl, JIOKaJIbHas W IJI00abHasl COKpa-
TUTEJIbHASI CIIOCOOHOCTh MHOKapla YIOBJIECTBOPUTEIb-
HBIE, TMAcToJIMYecKasi (OyHKIIMS He HapyIlleHa, XKMIKOCTH
B IIOJIOCTH miepukapna HeT. OCHOBHBIE BOCIAJIUTEIbLHBIC
MapKepbl B KpoBu: Jjeiikouuto3 12,11 X 10°/n, casur

IUIEHUU: BHEOOJbHUYHAsI ITHEBMOHUSI CpedHEN TsKeCcTu (opMynbl BieBO — cerMeHTosiAepHble 57%, MHallouKoO-
Puc. 4. OKI nauneHTKkn b. yuepes 7,5 mec nocne BeegeHns 3T.
Taxukappaua c YCC go 173 ya/muH, penpeccua ST-cermeHTa B otBefeHuaAXx ll, ll, V3-V6, noBblleHre sneKTpryeckon akTMBHOCTI MPaBOro XenyAouKa,

CABUI NepexofHON 30Hbl B V3, NOBbILLEHWE 3N1IeKTPUYECKON aKTUBHOCTY NPeACcepAnNn, BblpaXeHHble ,Ell/l(I)(I)y3Hble HapylwleHua npouecca penonapusaumn

MUoKapga (CKopocTb 25 Mm/c).

Fig. 4. Electrocardiogram of the B girl patient 7.5 months after GRT.

Tachycardia with heart rate up to 173 bpm, ST-segment depression in leads II, Ill, V3-V6, increased electrical activity of the right ventricle, shift of the tran-
sition zone in V3, increased electrical activity of the atria, severe diffuse disturbances in the myocardial repolarization (25 mm/s).
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KnuHunuyeckne cnyyan

snepHble 7%, C-peakTUBHBII O€JIOK IOBBIILIEH 10 9,4 M/
(Hopma 0—5). B mmoceBax MOKpPOTHI BBIIEIEH BO30OYIUTETD
OMITOPTYHUCTUYECKON MHMEKLIMN CUHETHOMHAS TTaJloyKa
B tutpe 10° KOE. Ha penrreHorpamme €rkux Ha 4-e cyT-
KM — IIPU3HAKM OPABOCTOPOHHEN BEPXHEHOJCBOM MHEB-
mouun (KTH 45%). Ilpu npoBeaeHUM XOJITEPOBCKOTO
MmoHuTopupoBaHus DKI Ha 4-¢ cyTKu OT cTapTa Tepanuu
PETUCTPUPOBAIIMCh CHHYCOBBIM PHUTM CO CpPEIHECYTOU-
Hoit UCC 141 yn/MuH, eIWHWYHBIE HAIKETyIOUYKOBHIC
aKcTpacucTonbl (Bcero 40 3a cyTKun), HapylIeHUe afgarnTa-
mn QT xk YCC. Takum 0o0pa3oM, KOMIUIEKCHasI OlLIeHKa
MOJYYEHHBIX HAHHBIX KIMHUYECKOTO OCMOTpa, M3MEHE-
Huit Ha DK, nosiBieHne HapylIeHU cepaeYHOro pUTMa
10 pe3yJbTaTaM XOJITePOBCKOro MoHuTOpupoBanus DKI,
a TakxXXe ITIOBBbILIEHUS JIaOOpaTOPHBIX OMOMapKepoB I10-
BPEXICHUSI KapIMOMUOLIMTOB TIO3BOJIMJIA 3aIl0HO3PUTh
y MalMeHTKU b. ocTphiii BocnaluTeIbHbIN MPOLIECC B MUO-
KapJe Ha (POHEe MHTEPKYPPEHTHOM MH(MEKIINHT JIETKUX.

Ilo moBomy KIMHWYECKM IIPEAIIoIaraeéMoil BOCTIaIM-
TEJbHOU KapaMOMUONIaTUN Ha3HAUeH KypC IMPeIHMU30JI0HA
B 03¢ 2 MI/KT B TeUeHHUE 2 Hel C MOCIEAYIOIei oCcTe-
NEHHOM OTMEHON M KOMIUIEKCHAs Tepalvsl CepacyHOun
HEIOCTaTOYHOCTH, BKJIIOYAIOLIAs UHTMOUTOP aHTMOTEH-
3MHITPEBPAIIAIOIIET0 (hepMEeHTa KanTONPWI B CYOTMIIO-
TeH3UBHOI1 103¢e 2,5 Mr X 3 pa3a B cytku (0,5 Mr/Kr/cyr),
Oera -aapeHobI0KaTop (areHosnon) 7,5 Mr 2 pasa B CyTKU
(1mr/kr/cyT), meTneBoit anypeTuk (bypocemmm) 10 mr 1 pa3
B cyTkH (0,7 Mr/KT/CyT), 0JI10KATOP MUHEPATOKOPTUKOMI -
HBIX PELIENTOPOB (CIIMPOHOJIAKTOH) 25 Mr 1 pa3 B CyTKHU.
JlomoMHUTEIbHO KapauoMmeTadoimyeckasl Teparnus: Ipe-
maparel Kanusl (Kajaus acrmapariHaT WM MarHus acrapa-
ruHart) 125 Mr 2 pasa B CyTKH, JIeBOKApHUTUH (DJbKap),
younekapeHoH (Kynecan). IlpoBomuiauchk caHalms IbI-
XaTeJIbHBIX MyTel, MHTAJSILIMOHHAS TepaIusl, KypCc aHTH-
bakTepuanbHoOil Tepanuu. Ha ¢oHe Tepanuu oTMeuanach
MOJIOXKUTENbHAST TUHAMHUKa: 1o maHHeIM OKI Ha 5-e
u 14-e cyTku ieyeHus (puc. S m 6) Hopmanuzosaigach HCC
1o 120 yo/MUH; yIyqIIImiacs, a 3aTeM BOCCTaHOBWIICS TIPO-
LIeCC PEIoIsIpU3alMy MUOKapaa JIEBOTO KeIymoJykKa, MC-
Ye3JId TIPU3HAKHU UIIIEMUYECKOTO TTOBPEXXICHUSI MUOKap/Ia
(memmpeccus cermeHTa S7T).

CokpartuTesibHasI CITOCOOHOCTh MUOKap/a IO TaHHBIM
OxoKI' ocraBanach cTaOMJIBHO HOPMAJIbHONW. YpPOBEHb
TponoHuHa | cHuswmicsa B 2 pasza (mo 35,6 Hr/ia; HopMma
10 9,0 nr/min) B TeyeHue 10 nHeit. CHUXEHUE TPOMIOHU-
Ha OO0 HOpMaJbHBIX LMGp mpousounwio 3a 4 Hen. Tepa-
MUl KOPTUKOCTEPOUAAMHU TIPOIOJLKEHA C TMOCTETICHHBIM
CHIDKEHHMEM 110 IIesieBoi mo3bl 1 mr/kr. MHruburop aH-
TMOTEH3MHIIpEBpalapInero ¢epMeHTa, Oera-010KaTOp
¥ IUYPETUK 10 peKOMEHIAIIMN KapIroJiora OCTaBJICHBI Ha
IuTebHOe BpeMs on KoHTposieM DKI', OxoKI', oroxu-
MHYECKUX MapKePOB KPOBH.

I1pu nocnenyroiemM HaOMIOASHUM COCTOSIHUE OCTaBa-
JIOCh YIOBJIETBOPUTEIBHBIM, TPU3HAKOB HEIOCTATOYHO-
CTU KpOBOOOpalleHUsT He oTMevanock. Yepes 2 Mec moce
OMMCcaHHOTO 3nu3oga y pebénka Ha ¢one COVID-19
Cc JIErKUM TeuyeHueM (OZHOKPATHBI MOABEM TeMIle-
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patypel 10 38,5°C, nE€rkuM KUWIIEYHBIM CHHIPOMOM,
0e3 IbIXaTeJbHBIX HApYIICHWI) TakKKe OTMEYeH CcKa-
YOK KOHLeHTpauuu TpormoHuHa I mo 30,6 mr/mu (Hop-
Ma 0—14 nr/min), KOK-MB — go 92,7 ur/mn (Hopma
1o 24 ar/mn), ypoBeHb NT-proBNP — 123,9 rir/mit (Hopma
1o 125,0 ir/mo). I1o maraeiM DKI': cmHycoBast Taxukapaust
150—158 yn/mMuH, nuddy3Hble HapyIIeHHS TIpoliecca pe-
ToJIsIpu3anuu (puc. 7).

Ha moMeHT 3ab0eBaHus peOGEHOK MOJIydan TeparieB-
TUYECKYIO 103y MpeaHn3010Ha (1 MI/KT), KapauOIpOoTeK-
TUBHYIO Tepanuio u uypeTuk. CaMOYyBCTBHE OCTABAIOCH
CpemHel CTemneHM TsoKecTu. I1pu KynmupoBaHUM CHUMIITO-
MOB 3a00JIeBaHUSI OCTPOI pecITMpaTOPHON MH(PEKIINN Ue-
pe3 2 Hen ypoHu TponoHnHa, KOK-MB 1 NT-proBNP
HopManu3oBanuch. Ilokazatenu DKI mpuminm B HOpmy
(puc. 8), mokazarenu BxoKI Takxke ObLUIH B IIpeaeaax HOp-
MaTUBHBIX 3HaueHUii. B cpaBHenun ¢ DKI', mpencraBieH-
HOI1 Ha puc. 7, OTMEYaeTCsI BOCCTAHOBJICHHUE TIpoIiecca pe-
TTOJIIPU3AIIMKA MUOKAPA.

YpoBeHb TporoHuHa I B miasme KpoBu OosibHOI b.
ocTaBaJjics TToBbIIIeHHBIM B TeueHue 10 mec mociie I'3T OA
(puc. 9).

O6cyxaeHune

Hedpunut 6ea1ka SMN TIpUBOOUT HE TOJBKO K IOTe-
pe GYHKLIMK MOTOHEHPOHOB IEPEIHUX POTOB CIIMHHOIO
Mo3ra y mauueHToB co CMA, B maToIOTUYECKUii TIpoLiece
BOBJICKAIOTCS M IpYrUe OpraHbl U cuctembl. Huskue ypoB-
H1 SMN MoOryT BIUATh Ha HapylleHUe dMOPUOHAIBLHOTO
kapauoreHe3a [28]. 1o maHHBIM JUTEpaTyphl, MPU BCeX
tmax CMA MoOryT BCTpedaThCsl pa3InuHbIE CEPIeUHO-CO-
cyaucThie HapymeHus [29]. BpoxxnéHHbIe MOpoKU cepalia
(aHOMaJIMU CepASIHBIX IIEPETOPOIOK U KPYITHBIX COCYIOB)
yame Bcrpedatores npu CMA tuma 1 [30]. Takke mpu
CMA tuma I Moryt Bo3HUKATh HapylIeHUs pUTMa cep/-
11a B BUIC CUHYCOBOI OpaavKapauy WA TaXUKApIUH, 4TO
noaTBepxnaercs maHHeiMU OKI. Kapmmomormyeckue
cuMnToMbl y mauueHToB co CMA Ttunos II u III gamie
MIPOSIBIISIIOTCS B BUIe TaxukKapauu. [1o pe3yiabraTam rucTo-
JIOTUYECKUX UCCIENOBAHMI Haubosiee 4acTo ObL1 ONMUCaH
¢$udpo3 Mrokapaa ¢ aTpoUIECKUMU U JereHepaTUBHbBI-
MM MUOLIMTAMU B BOJIOKHaX Muokapaa [31, 32]. Hanuuue
YABTPACTPYKTYPHBIX M3MEHEHMU MMOKApIa C 04aroBOu
nIereHepauneil Kietok y manueHToB ¢ CMA Bo MHOTOM
OOBSICHSIET YacTOE TOBHIIIICHUE B KPOBU 3THUX MAIIUEHTOB
YPOBHSI TpOITOHMHaA |.

¥ mauuentoB co CMA I'3T ¢ npumeHenneM OA Mo-
JKET COIIPOBOXIATHCS OECCUMIITOMHBIM ITOBBIIIICHUEM
YPOBHS TPOITIOHWHA I, YTO TPOAEMOHCTPHUPOBAHO B MHO-
JKECTBEHHBIX KIIMHUYECKNX HabmomeHusx [16]. B To xe
BpeMs Ha ITpaKTUKe MBI HabJogaeM, u4to y gereit co CMA
YPOBEHb TPOMMOHWHA | MOXET MOBHIIIATHCS 0€3 BBEICHMUS
OA B CBSI3M C 0YaroBoli AereHepanyeil KJIeToOK MUOKap-
na. IloBbleHus: ypoBHSI TporoHMHA | Bo Bcex ciyuasx,
KpOM€ OMNKUCAaHHOTO B HacTosleil paboTe, ObLIM TpaH-
3UTOPHBIMU ¥ M3MEHEHUS TAKTMKU BEICHUS MAIMeHTOB
He TpeOoBaju.
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Puc. 5. OKT nauneHTkn b. Ha 5-e cyTKn OT Hayana Tepanuu.

KnuHunuyeckne cnyyan

SKI-putm cnHycoBbiin ¢ YCC 135-146 ya/muH. HapylueHre npouecca penonspusaumm MMoKapaa XenyAaouKkoB: CriaxkeHHbl 3ybeu T B otBegeHun lI-Il,
cnabooTtpuuatenbHbli — B 0TBeAeHUN V4, crnakeHHbI — B oTBefeHmMAx V5-V6 (ckopocTb 50 Mm/c).

Fig. 5. Electrocardiogram of the B girl patient on the 5% day from the start of therapy.
ECG — sinus rhythm with heart rate = 135-146 bpm. Impaired ventricular myocardial repolarization (smoothed T wave in leads II-lll, weakly negative —

in lead V4, smoothed — in leads V5-V6) (50 mm/sec).

Takum obpaszom, y 42 marnmeHToB, nonxyduBmmx ['3T
¢ npuMeHeHreM OA B HallleM LIEHTPe, U3MEHEHMSI CO CTO-
POHBI CepAEYHO-COCYIUCTON CUCTEMBI OBUTU MPENCTaBIIE-
HBI CJIETYIOIIUMU COOBITUSIMU:

- W3MEHEeHUue YpOoBHS TpomnoHuHa | mocie uHdy3uu
OA BoisiBrieHO y 11 (26,2%) malMeHTOB U OMPEAEsIOCh
B KpPOBM B TepBble 8§ Hell TOCJie BBEACHUs IperapaTa ¢
KoJiIeOaHVEM OT TTOTPAaHUYHBIX 3HaUeHui 1o 135,1 Hr/mn
(ipu HOp™Me no 14 Hr/mi). [Ipu 3TOM maHHBIE 3HAYEHUS
TponoHuHa [ He COMPOBOXAATUCH KIMHUYECKUMU MPOSIB-
JieHusIMu, Kkpome 1 ciyyas;

Clinical cases

- TOJIBKO B OTHOM M3 OIMUCAHHBIX KIMHUYECKUX CTydya-
€B TOBBIIIIEHNE YPOBHS TPOMOHUHA | cOMmpoBOXIAIOCH U3-
MeHeHusiMu Ha OKI (cuHycoBast Taxukapmusi, JeTpeccust
cermenTa ST, muddy3Hoe HapyIIieHe TIpoIlecca PEeTIosIpy-
3alMM MUOKapna, HapyllleHue BHYTPUXKETYIOUYKOBOM TTPO-
BOIVMOCTH), KJIMHWUYECKUMU TPOSIBJICHUSIMU CEPIACYHOMN
HEJIO0CTAaTOYHOCTH, JTAOOPATOPHBIMU MapKepaMU MOPAXKEHUS
CEpIAEYHOI MBIIIIIBI, YTO OBLUTO CBSA3aHO C TEYEHUEM OCTPOTO
BOCIJIMTENIBHOTO Mpollecca (KIMHUYECKU MOI03PEBAEMOrO
MMOKapAUTa C UCXOOM B BOCHAJIUTENbHYIO KapIUOMHUOIA-
THI0) Ha (POHE MHTEPKYPPEHTHON MHMEKIINM;
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KnuHunuyeckne cnyyan

Puc. 6. OKI naumneHTku b. Ha 14-e cyTKM OT Hayana Tepanuu.

3Kl — crHycoBbiii putm ¢ YCC 120-112 ya/MuH. HesHauuTenbHble HapyLLeHWA npoLecca penonapu3aummn MMokapaa: cabornonoxXnTenbHblii 3ybely T
B |l oTBefEHMM, BOCCTAaHOBIEHME NpoLIecca Penonfapm3aLny MMOKapaa NeBoro Xenyaouka — NofoXnTenbHbIN 3ybel T B otBegeHun V4-V6. OTCyTCTBYIOT
NPY3HaKN ULLIEMUYECKOTO MOPaXXeHUA MoKapAa — OTK/IOHeHWe cermeHTa ST OT M305IMHMM (CKOPOCTb 50 MM/C).

Fig. 6. Electrocardiogram of the B girl patient on the 14* day from the start of therapy.

ECG — sinus rhythm with a heart rate of 120-112 bpm. Slight disturbances in the process of myocardial repolarization (weakly positive T wave in lead
I, myocardial repolarization of the left ventricle is recovered (positive T wave in V4-V6). There are no signs of ischemic myocardial damage (ST-segment
deviation from the isoline) (50 mm/s).

Puc. 7. OKI naumneHTku b. Ha poHe COVID-19.

CuHycoBas Taxukapama ¢ YCC 150-158 ya/muH. lndPysHble HapyLLeHUA NpoLecca penonapusaumny MinoKapaa, ABeHNsa NieMun Mrokappa ¢ fernpec-
cuen cermeHTa ST B otBefieHuAXx lIl, aVF, meHee BbipaxkeHa B V3-V4. [Tpr3HaKM NOBbILEHMA INeKTPUYECKOM akTMBHOCTW NPaBOro npeacepana, CABUN
nepexofHon 30Hbl B otBefeHune V3 (ckopocTtb 50 Mm/c).

Fig. 7. ECG of the B girl patient: Sinus tachycardia with a heart rate of 150-158 bpm.

Diffuse disorders of the repolarization process. Diffuse myocardial repolarization disturbances, myocardial ischaemia with ST-segment depression in leads
I1l, aVF, less pronounced in V3-V4. Signs of increased electrical activity of the right atrium, transition zone shift in V3 (50 mm/sec).
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KnuHunuyeckne cnyyan

Puc. 8. OKI nauneHTKmn b. nocne BbiI3gopoBneHns
ot COVID-19.

Putm crHycoBbiin ¢ YCC 114-120 ya/muH. Ha doHe ypexeHns
cepaeyHoro putma no cpasHeHuto ¢ IKIM Ha puc. 7, oTMeyaeTca
nosoXuTenbHaa AVHaMMKa nNpoLecca penonaprsauymmn Mmokapaa
B CTaHAAPTHbIX 1 FPYAHbIX OTBEAEHNAX, UCYE3HOBEHWE MLIeMU-
YeCKMX N3MeHEeHWNI MMoKapaa, nepexoaHas 30Ha BepHynach B V4
(ckopocTb 50 Mm/c).

Fig. 8. ECG of the B girl patient.

Sinus rhythm with HR 114-120 bpm. On the background of
slower heart rhythm compared to ECG in Fig.7, positive trend

in myocardial repolarisation process in standard and thoracic
leads, myocardial ischemic changes disappeared, transition zone
returned to V4 (speed: 50 mm/sec).

12 D
Mpeanu3onoH, 1 mr/kr  MpeAHW30MO0H, 2 Mr/Kr OTMeHa npenumonon? T ’ MpeaHN3onoH, 2 Mr/kr
10 |
A \ |
8 i A
\
T A 7 / \

Puc. 9. 3ameHeHns ypoBHA TponoHuHa | y 6onbHoli b. B nnasme kposwu B TeueHne 10 mec nocne 3T OA Ha doHe npuéma npegHN30-
JIOHA U NPU BO3HVWKHOBEHWY BHE6ONbHUYHOI NHeBMOHMM (1) n COVID-19 (2).

Ha I'pa(I)I/IKe noKasaH KOB(I)(])I/ILMGHT npeBblWeHNA MaKCUMManbHO AONYCTUMOrO YPOBHA TPOMOHWHA l. |-|0CKOJ'Ibe aHanunsbl BbIMNOJIHEHDbI B Pa3NINYHbIX na6o-
paTopuax n gnanasoH ped)epeHCHle 3HaYeHUn TPOMOHWHa | OTJ/InvaeTcA, I'IyHKTI/IpHOVI NIHVEen 0603HaYeH MaKCUMasbHbIN YPOBEHb HOPMbI.

Fig. 9. Changes in troponin | level in B girl patient over ten days after GRT with OA against background of the prednisolone
administration and under the occurrence of community-acquired pneumonia.

The graph shows the coefficient of exceeding the maximum permissible level of troponin I. Since the analyzes were performed in different laboratories
rations and the range of reference values of troponin | is different, the dotted line indicates the maximum level of the normal level of troponin I.

Clinical cases
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KnuHunuyeckne cnyyan

- mo gaHHbIM OX0oKI' MBI HabmogaMM NepuKapIraIb-
HbIiA BBINOT Y 4 (9,5%) maLMeHTOB ¢ cenapalueii JMCTKOB
reprKapaa MaKCUMaJIbHO 10 12—14 MM. YpoBeHBb TpOIIO-
HuHa | B 3TuX ciyyasix Kojiebaacsi OT HOpMaJabHBIX 3HauUe-
HUi 10 67,9 Hr/n. KiuHu4ecKux MposIBACHUI HepuKap-
IINTa HE OTMEYAIOCh.

B maHHOI cTaThe MBI MOAPOOHO MPENCTABUIN CIIydait
MalMeHTKU b. ¢ TeHeTnYecKr monTBepKAEHHBIM TUATHO-
3o0M CMA Tuma I ¢ mmreabHBIM O€CCUMIITOMHBIM I10-
BhIlIeHUEeM ypoBHS TpornoHuHa I mocne I'3T. Ipu sTtom
MMOBBIIICHHBIN YPOBEHb TPOIOHWHA | BIIepBBIC BHISBICH
yepe3 2 Hex nocie nH@y3un OA 1 HaGmogaacs Ha Mpo-
TskeHUU 6onee 10 mec. Co BpeMeHeM YETKO OIpenesn-
JIach TEHACHLMSI K CHUXEHMIO YPOBHSI TpomoHMWHA | Ha
¢doHE COMATUIECKOTO 3MOPOBBS M PE3KOMY MOBBIIICHHUIO
ypoBHs TportionnHa I, NT-proBNP, KOK-MB ¢ nsmene-
Husmu Ha DKI Bo BpeMmsI TeueHUsT OCTPOTO BOCTIAJIUTEIb-
Horo Tipoliecca (MHMEKIIMN HIDKHUX TBIXaTeIbHBIX MyTel
u COVID-19).

CocTosiHHEe, CBSI3aHHOE C TTOPaXXKEHUEM Cepilia y Ima-
LIMEHTKH, KYITMPOBAHO BBEICHNEM B TEPAITUIO TJIIOKOKOP-
THKoMIa (IIPeIHN30JI0HA), OeTa-0I10KaTOpOB (aTEHOJION),
610KaTOpa MMHEPaIOKOPTUKOUIHBIX PEIENITOPOB (BEpO-
IITTAPOH), MHTUOUTOPOB aHTMOTEH3WHIIPEBPAIIAIOLIETO
depMeHTa (KaIITOIIPWII), TMYPETUKOB ((ypoceMu), Ipo-
BeAeHUEM aHTUOAKTepUaTbHONW U TPOTUBOBUPYCHOM Te-
parmu. CBOeBpeMEeHHO Ha3HAUYCHHOE JICUCHHE TTO3BOJIIIIO
n30exarb (OPMUPOBAHUS OCTPOI WIM MEPCUCTUPYIOLIEH
MHOKapauaJbHON TUCOHYHKIINH.

[IpexneBpeMeHHas: OTMEHA TOPMOHOB B OITMCAHHOM
KJIMHUYECKOM TIpUMepe, BO3MOXKHO, CITOCOOCTBOBajia
BO3HUKHOBEHUIO OCJIOXXHEHHUSI B BUAEC OCTPOTO MUOKap-
IuTa Ha ¢oHe MHGpEKIIMOHHOTO mpoliecca. 3abojieBaHue
COVID-19 Ha (oHe TepalleBTUYECKOI T03bI TOPMOHOB
W KapaIUONPOTEKTUBHOM Teparmmu, HECMOTPsS Ha pOCT
YPOBHSA KapaumoMapkepoB 1 uaMeHeHuit Ha DKI', He mo-
TpeboBaIO0 KOPPEKLIMU TEPaIUu.

B manbHelimem nauueHTke b., nmepeHeciieil Bocnane-
HUE CEepACYHON MBIIIIBI, TTIAHUPYETCS ITPOJIOHTMPOBaH-
Hasl Tepanus IMPEeTHN30JI0HOM C MEIUICHHBIM CHUKEHHEM
ITO3BI IO TIOJTHOM OTMEHBI ITperiapaTa, a TakKe C IIOCTeIIeH-
HOM OTMEHOI KapaAMOIPOTEKTUBHOU Tepanuu. PekoMeH-
J0BaH KOHTPOJIb ypoBHs TpornoHuHa I, NTproBNP, KOK-
MB, perucrpanus OKI 1 pa3 B 3 mec, OxoKI' — 1 pa3
B 6 mec. Ha done octporo mH(peKIMOHHOrO mpolecca
JII000I JIOKAIM3alMK W 3TUOJIOTUN — 00SI3aTeIbHBIA MO-
HUTOPHUHT COCTOSTHUS CEPICIYHO-COCYINUCTON CUCTEMBI.

3ak/ouyeHve

YuuteiBasi Bc€ Oojee mmpokoe mnpumeHeHue [3T
y 60abHBIX co CMA, BO3HUKAeT HEOOXOIUMOCTh MOHMU-
TOPMHTA COCTOSIHUSI CEPICYHOM MBIIIIB Ha (OHE IIpo-
BOIVIMOTO JICYCHUSI, a TAKKE BBHIPAOOTKM TaKTUKU BeIe-
Husg nereit co CMA M MOBBIIIEHHBIM YPOBHEM TPOIIO-
HUHOB B TazMe KpoBu a0 u mociie I'3T. TimatenbHbIi
MOHUTOPHUHT CEPICYHON HCSATEIbHOCTH y OOJIBHBIX Ha
¢one neyeHns OA, ocodbeHHO Ha (POHE UHTEPKYPPEHTHBIX
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MH(MEKLIMOHHBIX 3a00JIeBaHUIA, ITO3BOJUT CBOEBPEMEHHO
JIMarHOCTUPOBATh Y OOJbHBIX KIMHUYECKM 3HAYMMBbIE Ha-
pYLLEHUS CO CTOPOHBI CEPALIA, BKIIIOYask OCTPOE BOCIIAJIE-
HME MUOKap/a, ¥ HAa3HAYUTh COOTBETCTBYIOLLYIO TEPAIIUIO.
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