276 QQMHHGKCHHG MIPOOJIEMBI CEPIICTHO-COCYIUCTRIX 3a00IeBaHNI

YIK 616.1
DOI 10.17802/2306-1278-2024-13-45-276-283

KJIMHUYECKHUHN CJIYUYAU PASBUTHS CUHIPOMA KAMEHHOI'O CEPIALIA
Y HEAOHOIIEHHOI'O PEBEHKA IIPA PAI[PIKAJII)HOFI KOPPEKIINUA
BPOXKXJIEHHOI'O ITOPOKA CEPAUA: IE®@EKTbI ME)K)KEJIYI[O‘IKOBOI}'I
4 ME)KHPEI[CEPI[HOfI INEPEI'OPOJIKHA
ILI.B. 3unuyk, U.K. Xanusonyso, A.A. UBkuHn, /[.B. bopucenko, A.A. JIsnun, JI.A. bornanos

Dedepanvhoe cocyoapcmeentoe Dl00dIcemuoe HayuHoe yupedcoenue « Hayuno-uccredosamenvckuii uHCMumym
KOMNJIEKCHLIX NPoOIeM cepOeuHO-cocyoucmolix 3abonesanuily, oynveap um. axademuxa JI1.C. bapbapawa, 6, Ke-
meposo, Poccutickas @edepayus, 650002

OcCHOBHBIE MOJIOKEHUST
» Ctarhst pacIIApsieT IOHUMAaHHE CENTAIBHBIX e(DEeKTOB Y METeH ¢ BPOXKICHHBIMH TIOPOKAMHU CEp/I-
113, TIOAYEPKUBAsi MX YaCTOTy M Pa3sHOOOpasue KIMHHYECKHUX NposiBIeHui. OMHChIBaeT pajnKalbHbIC
KOPPEKIINH ITOPOKOB, KOTOPBIE, HECMOTPSI Ha UX PyTHHHOCTH, MOTYT COITPOBOK/IATHCS CEPHE3HBIMH OC-
JIO)KHEHHUSIMHU.

CenTanpable Ae(EKTHl y IETeH ¢ BPOXKJCHHBIMU OPOKAMH CEpJIla He SBISIFOTCS
PEIKOCTBIO: 1e(hEKTHl MEKIPEACEPAHON U MEKKETYJOUKOBOM MEPEropoaKH ya-
CTO BCTPEUAKOTCS KaK U30JIMPOBAHO, TAK U B COCTABE APYTUX CIOXKHBIX IIOPOKOB
cepana. Bo MHOruMX KapAMOXMPYPrHUYECKUX LIEH-TpaxX OIEpaluu IO 3aKPBITUIO
CeNnTaJbHbIX Ae()EKTOB CUNTAIOTCS MOTOKOBBIMHU, TAKHE MAIIMEHTHI, KaK MPaBHIIO,
HE BBI3BIBAIOT CIIO)KHOCTEH HU J10, HU BO BPEMS, HU IIOCJE OIEPATUBHOIO BMeE-
miatenbcTBa. HecMOTpsi Ha Kakymrytocss OOBIICHHOCTb, BCTPEUAIOTCS M TaKHE
IPO3HBIE OCIOXKHEHMS, KaK CHUHJPOM KaMeHHoro cepaua. CHHIpPOM KaMEHHOTO
CepALa, UIU UIIEMUYECKasi KOHTPAKTYpa MUOKap/a, — COCTOSIHUE, BO3HUKAIOILIEE
B pe3yJibTaTe HapylIeHHsS KPOBOCHAOKEHHS MUOKAp/Ia, YTO IPUBOAMT K HapyIle-
HUIO DHEPreTUYECKOrO METa00IM3Ma KapJHOMHOIINTA C PA3BUTHEM HIIEMUYECKON
KOHTPaKTypbl. B maHHOHW cTaThe MpencTaBieH KIMHUYECKUH cliydail peOeHKa ¢
paluKaibHOM KOPPEKLKEW BPOKICHHOTO OPOKa CEepALa, OCI0KHUBLIEHCS UIIIe-
MHYECKOM KOHTPAKTYpPO MUOKAPAA € JETAIBHBIM UCXOJOM.
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Highlights
* The article aims to expand the understanding of septal defects in children with congenital heart defects,
emphasizing their frequency and variety of clinical manifestations, and to describe radical corrections of
hearts defects, which, despite their routine nature, can be accompanied by severe complications.

Septal defects in children with congenital heart disease (CHD) occur frequently:
atrial and inter-ventricular septal defects are quite common, either in isolation or
Abstract as a part of other complex heart defects. In many cardiac surgical centers, surgical
correction of septal defects is considered a “rou-tine” operation; such patients
usually do not have complications before, during, or after surgical intervention.
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Despite the seemingly commonplace nature of the procedure, there are some severe
complications such as “stone heart” syndrome. Stone heart syndrome or ischemic
myocardial con-tracture is a condition caused by impaired blood supply to the
myocardium, resulting in impair-ment of energy metabolism in cardiomyocytes
and the development of ischemic contracture. The article presents a clinical case
of a child undergoing a radical correction of CHD complicated by fatal ischemic

myocardial contracture.
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Cnmcox cokpaieHui

BIIC  — BpoOXIEHHBIN MOPOK cepLa

AMXKII — nedexT MexxemynoukoBoi neperopogku MK

JAMIIIT — nmedext MexmpenacepaHOn MeperopoaKu
— HCKYCCTBEHHOE KPOBOOOpaIlleHHE

Beenenne

Ilo pa3HbIM [JaHHBIM, PACHPOCTPAHEHHOCTD
BpPOXKIEHHBIX MMOpokoB cepama (BIIC) komebnercst ot
4 no 50 cmydaeB Ha 1 000 >KUBOPOXKACHHBIX JETEH, B
TOM YHCIIE CPEHEN U TSDKENBIX (POPM, COCTABIISIOIINX
okosto 6 ciydae u3 1 000 [1]. Kapauoxupyprude-
ckue BMemarenbcTBa y aerei ¢ BIIC, kotopele yacTo
HNPUXOISTCS HAa BO3pPAcT A0 TIOAAd, CONPOBOXKAAIOTCS
arpecCUBHBIM BO3/IEHCTBHEM Ha OPTaHN3M MHOXKECTBa
(hakTOpOB, Cpear KOTOPHIX aHECTE3MOJIOTHIECKOE T0-
co0ue, XuUpypruueckas TpaBMma (CpeAMHHAsl CTEPHO-
TOMUSI) U HMCIIOJIBb30BAaHMUE ammapara UCKYCCTBEHHOIO
kpoBooOpamenus (MK). UK urpaer onHy U3 IIaBHBIX
poJieil B MaTOJIOTMYECKOM BIHUSHUM Ha Hec(hopMHUpo-
BaHHBI opranm3Mm pedeHka. HecmoTpst Ha noctmke-
HUSI COBPEMEHHOH NepQy3uOIOTHH, CHHAPOM HIle-
MuUH-penepdy3un, aKTUBaIMs CUCTEMbl KOMILIEMEHTa
C JalbHEHINUM (HOPMHUPOBAHHEM CHCTEMHOIO BOCIIA-
JIUTEJIBHOTO OTBETA, YacTOE€ MCIOJIb30BAaHUE PEXHMMA
TUTIOTEPMUH, TEMOMIIONNA U HEOOXOAUMOCTh B JI0-
HOPCKUX KOMITIOHEHTaX KPOBH, T€MOJIN3, THIIO- U THIIe-
POKCHS OCTAIOTCSI HEOTHEMJIEMOH YaCThIO XUpPyprude-
ckoit koppeknuu BIIC. Bee dakropsr B coBOKymmHOCTH
BIIMSIOT Ha TSDKECTh IOCJICONEPALOHHOIO MEpHOoLa,
BBDKHMBAaEMOCTh M Ka4eCTBO JKM3HM HanuenTa. [lo 6o-
CTOHCKOH KilacCU(UKAIIMK XUPYPIHYECKOTO PHCKa Y
nereii ¢ BIIC (RACHS), nedext mexmnpeacepIHoi
neperopoaku (AMIIIT) u nedext MexKexyJ0uKOBOMI
neperopoxaku (JAMXII) otrocsaTcs k RACHS 1 — mpo-
LeIypsl ¢ HU3KUM YpOBHEM JeTanbHocTu. HecMorps
Ha KaXYIIyIOCs MPOCTOTY KOPPEKLMH, OTeparus co-
MIPOBOXKAAETCS PUCKAMU HapyLIeHHsI MPOBOJUMOCTHU
cepAua, reMOAMHAMHYECKUMH CIBUTAaMH, HEOOXOnu-
MOCTBIO NPUMEHEHHUs] MHOTPONHOH nopaepxku. On-
HUM M3 PEIKUX U CEPbE3HbIX OCIIOKHEHUI SBIISETCS
CHH/IPOM KaMEHHOTO Cep/la.

CHUHIpOM KaMEeHHOTO CepAlla, WIM HIIeMHYecKas
KOHTpaKTypa MUOKap/a, — COCTOSHUE, XapaKTepU3yIo-

mieecst HeoOpaTUMON KOHTPAKTYpPOl MHOKap/ia, yCTOH-
YUBOH K JICYCHHUIO U JTFOOBIM JIPYTUM BMEIATEIILCTBAM,
4acTo MpPUBOJSAIIEe K JeTalbHOMYy ucxoay. Kpurnue-
CKUM WHHLMHUPYIOUIMM COOBITHEM SIBIISETCS MEPUOA
TETJIOBOM HMILEMHHM, NMPH KOTOPOH B KJIETKaxX CHHXKa-
eTCsl COJepXKaHWe BBICOKOAHEPreTHYecKuXx Qocda-
TOB, 32 KOTOPBIM CIIEAYeT HeUyBCcTBHTENbHAs K Cal+
KOHTPaKTypa MHOKap/a, 3HAYUTEIHHO MOBBIIIAIOIIAS
COTIPOTHUBIIEHNE KOPOHAPHBIX COCY/IOB M yXyALIaroIas
nepy3uio, 4TO 3aTPYIHSET WIK JeJIaeT HEBO3MOKHBIM
(hapmakonorudeckyto tepanuto [2]. Tounsie MexaHH3-
MBI, JIe)KaIue B OCHOBE KOHTPAKTYPHI, 10 CHX TIOp HE
n3ydeHbl. O4eBHIHO, YTO Pa3BUTHE KaMEHHOTO Cepi-
I1a 3aBUCHUT OT HEJOCTATKa dHEPTUu B MUOKapjae. ITO
COIIacyeTcsl ¢ JaHHBIMH TPEAbIYIINX UCCIICTOBaHNUM,
B KOTOPBIX BBICOKOE COAEP)KAaHHE IVIMKOTCHA W/WIN
WHCYJIMHA MOIJIO OTCPOYUTHh HAudalo HIIEMHUYECKOH
KOHTPAKTYPHI U TIPEIOTBPATUTE TPaBMy MHOKapmaa [3].
bbuto BBICKAa3aHO MPEATIONOKEHHE, YTO COKpalleH-
HOE COCTOSIHHE KAMEHHOT'O CepAlla MOKHO CPaBHUTH C
TPYIHBIM OKOYEHEHHEM ITOTIEPEUHOIONOCATHIX MBIIILI,
IIpH KOTOPOM COKpaIlleHUe MPOUCXOANT H3-3a IeHUIIH-
Ta ageHo3uHTpudochara. BpokmeHHbIe TOPOKH cepa-
1A IPUBOJISIT K THIIEPTPOPHH MHOKAP/IA, UTO CBSI3aHO C
neperpy3koi o0beMoM U gasienueM. ['uneprpodupo-
BaHHOE cep/le TpeOyeT Ooblee KOITMUECTBO SHEPTUU
1, COOTBETCTBEHHO, B OOJIBbIICH CTENIEHH MOABEPKEHO
PUCKY Pa3BUTHUS MIIEMUYECKOM KOHTPAKTYPHI [5].

IlpencrapiieH KIMHUYECKUI cllyyall paJuKaibHOUN
xoppexunu JMIIIT u JIMIKII ¢ pasButueM cuHIpoMa
KaMEHHOTO cep/lia.

Kuaunnyeckuii ciayuai

W3 aHaMHe3a M3BECTHO: PEOCHOK >KEHCKOTO I10JIa,
pomuics TMyTeM KecapeBa CeueHUs (PKCTPEHHOE —
MpEeKIEBpEMEHHAsT OTCIIONKAa HOPMAIbHO PaCIOio-
JKeHHOH muaneHTsl) Ha cpoke 30 Hen. C poxkaeHus co-
CTOSTHUE TSDKEJIOe, OLleHKa 110 1Kaje Amnrap 2,5 Oaia.
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Knunnveckuit ciydaii CHHAPOMa KaMEHHOTO Cep/lia

Bec npu poxxnennn 1,72 xr, poct 40 cM. Pecniupatop-
HBIH JUCTPECC-CUHAPOM, C POKIEHHS IMPOBOIUIACH
WHBa3UBHAsl MCKYCCTBEHHAsl BEHTWISILIUS JIETKUX, Ha
9-e cyT peOeHOK IepeBe/leH Ha HEMHBAa3MBHYIO HC-
KYCCTBEHHYI0 BEHTHJISILUIO JIETKUX C YEpPEIOBAaHUEM
crioHTaHHoro apixanws. Jwmarnoctuposan BIIC: me-
pumemOpanozueiid JIMXKII, JIMIIII BropuuHoro tuna,
CTEHO3 KJIalaHa JICTOYHOU apTepuu. BrIgBIeHB MHO-
JKECTBEHHBIE IOPOKH KOCTHO-MBIIIEYHOM CHUCTEMBI,
ACCUMETPUS TPYAHOM KJIETKH, [0 JAHHBIM PEHTTEHO-
rpaduu — areHe3usi NepeHuX OTAETIOB peOepHBIX JIyT
¢ 1 mo 5, xmuHOBUAHKIN T03BOHOK HI'O (3amomo3pen
cunapom [lonapaa). [TonoxxutenbHble aHTUTENA K 1IH-
ToMeranoBupycy, aBugHocte 75%. IlocraBnen kiu-
HUYECKUWU JUarHo3 — BPOXKIEHHBIM MOPOK cepila:
MIPUTOYHBIN (KT MEKIKEITYIOUKOBOUM TIEPETOPOIKH,
JIe(eKT MEKINpPEeNCepIHON Neperopogkun BTOPUUHOTO
TUIIA, XPOHUYECKAsl CepedyHas HeqocTarodHocTs Ila
crenieHd, 3—4 (QYHKIMOHAIBLHOTO Kiacca. Bricokas
neroynast runepreH3us. ComyTcTByromme 3aboieBa-
HUS: TSDKEJIOE€ IEpPUHATAIbHOE TUIOKCUYECKHU-HIIIE-
MHYECKH-TEMOPPAarnyeckoe MopakeHue EeHTPATbHON
HEPBHOW CHUCTEMBI, MICHHO-00JIeBON CHHIAPOM (KyIH-
POBaH), CHHJIPOM (POPMUPYOIIUXCS TBUTATEIIbHBIX Ha-
PYLIECHUN, MHOXECTBEHHBIE BPOXK/ICHHBIE IOPOKH pa3-
BHUTHS (BpPOXKICHHBIA ITOPOK CEpIIia, BPOXKICHHBIHN T10-
POK pa3BUTHSA KOCTHO-MBIIIEYHON CUCTEMBI — aIlIa3Hs
OOMBIION TPYAHON MBIIIIIEI CIIEBA, ar€HE3Msl ePETHIX
OTpe3KoB pedep 1-5 creBa, KIMHOBUAHBINA MMO3BOHOK
HUKHETPYAHOro oTaena — Mexxay 11 u 12 mo3BoHkaMu
crpaBa, BO3MOXkeH cuHipoM llomanna), madexmus mo-
YEBBIBOJSIIUX MyTEH HESICHOW STHUOJIOTHUH, CAHALIUS.
HeonaranpHas aHeMusl CMEIIAHHOTO TeHe3a, TsDKeast
B aHaMHe3e (KOppUrupoBaHa reMmorpaHcdysueii). 3a-
CTONHAs THEBMOHMSI, IEPUO] PEKOHBAJIECLIEHIIUH.
HeonartanbHbIM KapJUOIOTHYECKUM KOHCUIMYMOM
PELICHO OTIOKHUTH IUIAHOBOE OIEpaTHMBHOE BMeLIa-
TensCTBO 1o Koppeknnu BIIC mo moctmxeHus Beca
3,5 xr. B nunamuke, B Bo3pacte 38 CyT, OTMEUEHO Ha-
pacTaHue qpIXaTeIbHOM HEeI0CTaTOYHOCTH C HEOOXOIH-
MOCTBIO PECTIMPATOPHON MOAJIEP>KKU — HEMHBA3UBHOU
HCKYCCTBEHHOM BEHTWISILIUU JIETKUX C YEPEIOBAHUEM
CIIOHTaHHOTO AbIxaHus. II0 AaHHBIM AXOKapAHOIrpa-
(un: npurounsiii Meimeunbid JIMXKIT pazmepom 8,4
MM C JByHarpaBjieHHbIM cOpocom, JIMIIIT pazmepom
6,2 MM C JBYHalpaBICHHBIM COPOCOM, TeMOJIMHAMH-
YECKHUI cTeHO03 KianaHa jJerouyHout aprepuu. [Iposeaen
MOBTOPHBIM HEOHATAJIbHBIA KapIUOJIOTHYECKUN KOH-
CHJINYM, YYWTBIBAas T€MOJUHAMHYECKYIO 3HAYUMOCTh
MEKKETYJOYKOBOTO COOOLICHUS, TUIIATALUIO Kamep
cepAla, THIIEPBOJIEMHIO MaJIoro Kpyra KpoBooOpaiie-
HuUs (110 TaHHBIM pEHTTeHOrpaduu OpraHOB TPYIHOU
KIIETKH), TIOTPEOHOCTh B MHBA3WBHOW peCTpaTopHON
oJIIepIKKe, Ha GOoHE CyOMaKCHUMAalbHOM Teparuu cep-
neuHoil HemocrarouHoctu (¢pypocemun 0,4 mr/kr/d,
cnupoHodakToH 1,5 Mr/kr/cyt, kanromnpun 0,5 mr/kr/
CyT), @ TaK)KE YYHUTHIBAsl OIMBIT I[EHTPA IO BBITIOIHE-

HUIO pagukanbHOl Koppekuuu cioxkueix BIIC ¢ UK,
B TOM 4YHCJI€ y HEJIOHOIIEHHBIX U MaJIOBECHBIX JIETeH,
OBLIO PEICHO IPOBECTH «OTKPBITYIO» OTIEPALUIO B YC-
nosusix UK.

Jlo omnepaTuBHOIO BMELIATENLCTBA JIAOOPATOPHO U
MHCTPYMEHTAJBHO TMAIMeHTKa CKOMIIEHCHPOBaHa, OT-
MedueH MoHOIuTO3 22,1%. Ha MOMEHT omepaTuBHOTO
BMEILIATEIbCTBA COCTOSIHAE PeOCHKA OLEHUBATIOCH KaK
TsDKesoe, 00yciioBeHHOe HekoppuruposanHsiM BIIC,
BBICOKOM JIETOYHOM TUIEPTEH3UEH, COMyTCTBYIOIIEH
narosioruei. GU3NYECKOe pa3BUTHUE HUKE CPEIHETO,
JMCTapMOHMYHOCTB 32 CUET JIe(UIINTA MacChl Tea.

Anecmesuonozuueckoe nocooue

Ha 8-e cyT ¢ MOMeHTa rociuTanu3aniy BhIIOIHE-
Ho 3akpeitre JIMIIIT u IMKII. Macca tena pebeHka
Ha MOMEHT OIIepaIiuu cocTapisiia 2,1 Kr, poct — 45 cMm,
IoIIa s nmosepxHoctu teia 0,16 M2 Obmias anecre-
3usg o0ecreynBanach MHTASIUOHHBIM aHECTETHKOM
ceBO(UIypaHOM ¢ MUHHMMAJbHOW albBEOJSIPHON KOH-
neHTpanueit 1 1 BHyTpUBEHHOU HH(Y3HeH mporodoia
(1 mr/xr/q), penranuna (5 Mxr/kr/4) u arpakypus (0,5
Mr/kr/4). Bo Bpemsi omepanuy BHITIOTHCHBI MHBA3HUB-
HBI MOHUTOPUHT apTEPUAILHOTO JaBJICHUS B Ty4EBOM
apTepuH, MOHUTOPHHT YaCTOTHI CEPACUYHBIX COKpallle-
HUM M caTypaluyd reMOrIo0MHA MOCPEACTBOM MYJlb-
COKCHUMETpPHH, JIEKTpoKapanorpadusi B TpeX OCHOB-
HBIX oTBemeHusx, NIRS-monutopwuHr, kamHorpadws.
JlaGopaTopHO: MOHHUTOPHUHT KHCIOTHO-OCHOBHOTO CO-
CTOSIHUSI BEHO3HOM U apTepHaIbHON KPOBHU.

HckyccTBeHHOE  KpOBOOOpallleHHE —IUIaHHUpOBa-
JIOCh B YCJIOBUSIX HOPMOTEPMUU C (hapMaKOXOI0I0BOM
Kapauorieruet pacrsopoM «Kycronnon» ¢ ucnonb-
3oBanueM ammapara MK Maquet HL-20 (IlIBermst) u
okcurenaropa Dideco D100 Kids (Mramus). O0bem-
Hasi CKOpOCTh nepdy3un mojaepKuBaiachk Ha ypOBHE,
JOCTaTOYHOM JUI 0OECHeYeHUsl CEepACYHOTO MHAEKCa
— 3,0m/Mun/M?. O0beM nepBuYHOTO 3anonHeHus — 200
MJL: 3pPUTPOLIUTHAS B3BECH JIeHiKopeynnpoBanHas — 40
MJI, cBexe3zaMopoxkeHHas miasma — 40 mi, 20% pac-
TBOp anpOymmHa — 20 MJI, CTepOQyHIMH U30TOHUIEC-
ckuit (B. Braun, I'epmanus) — 100 mm, 15% pactBop
MaHHUTOJIA — 7 MJI, 5%pacTBop HaTpus OukapOOHaTa
— 10 ™, renapun — 600 ME. O6bem kapauoruiernde-
ckoro pactBopa — 100 mu. O0beMm ynbTpadunsTpara
B TIporiecce MOTU(DHUITMPOBAHHON yABTpaIBETPAINH
— 300 mi. Bpems UK — 281 muH, BpeMms mepexartus
aopTbl — 66 MuH. J{o Hauana MK ormeueHbl cTaOUIIb-
HBIE TOKa3aTeNId TeMOJIUHAMUKH (4acTOTa CEPACUHBIX
cokpameHuid — 140 yn/mMuH, apTepuaibHOE JaBICHUE
— 64/34 MM pT. CT., IICHTPAIEHOE BEHO3HOE JaBIICHUE
— 12 cM Box. ct.). KucnmoponHoe obecnieueHrne TKaHEH
65110 1ocTaToyHBIM (SVO2 72%), ypOBEHB reMOTI00H-
ma— 117 r/m, Het 36%.

Bo Bpemsa UK cpennee aprepuasibHOE JaBieHHE
ObUIO B Ipeesiax HOPMBI ISl JaHHOTO Bo3pacTta (43
MM PT. CT.), HEHTPAJIbHOE BEHO3HOE AaBieHHe — 0 MM
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BOJ. CT., 3a 281 mun MK makrar pocturan ypoBHS
6,70 mmoub/n. Kapauormniernueckuii pacTBOp BBOAKII-
Cs aHTErpasHo B TeueHue 8 MuH ¢ aaBieHueM 40-50
MM PT. CT., ¢ 00beMOM H3 pacdeta 1 MiI/MUH/T Mac-
ChI CepJLa, aCUCTOJINS HACTyIIHJIa HA [IEPBOH MUHYTE
KapJAUOIUIETUU. B CBsI3M ¢ BBIPAXKEHHON CepAcUHOU
HEIOCTaTOYyHOCThI0 cmyctd 120 muH penepdys3uu
cepaua u nHQY3UH Ba3ompeccopoB (HOpIMHHEDPHUH
0,15 MKI/Kr/MUH) TPUHATO PEIIEHHWE O COXPaHECHUU
XUPYPrUYECKOro Juacras3a TpyduHbI, NAIlMEHTKA Iie-
peBeZieHa Ha BEHOApTEpPHAIbHOE IKCTPAKOPIOPATh-
HOEe MeMOpaHHOe KpoBooOpamieHue. O0beMHast CKO-
poctb nepdysun — 480 Ma/MUH (CepacuHbId UHACKC
3,0), urcno 060poToB — 6 550 B MUHYTY BO3AYIITHBIM
notokoM 0,2 n/muH, ypoBeHb ACT — 200-240 cek,
nepedpanpHas NIRS — 74%. CoOcTBeHHBIN pUTM
cepaua — nonHas AB-Onmokana, mpencepaHblii puTM
¢ yactotoit Juis npeacepauit 150 yu/mMuH, ais xKey-
JIOYKOB — UJNOBEHTPUKYJIAPHBINA ¢ yacToTo 78—118
ya/MuH. lloaxiioueH BpEeMEHHBIH 3JIEKTPOKapIHo-
crumynarop B pesxkume DDD. JpixaHue: HCKyCCTBEH-
Has BEeHTWIANMS Jerkux B pexume SIMV PC + PS
(FiO2 — 50%, MUKOBOE aBJICHUE B JAbIXATEIbHBIX ITy-
TSIX — 22 CM BOJ. CT., IOJIO)KUTEJILHOE JAaBICHUE KOH-
11a BBIJIOXA — 7 CM BOI. CT.).

Teuenue onepayuu

Oba >xemymodyka 3HAYUTENHFHO JWJIATUPOBAHBI W
runeptpodupoBansl. KaHionmpoBaHbl aopTa W IIO-
JIbIe BEHBI, JIPEHAX JIEBOTO JKETyI0YKa Yepe3 MpaBylo
BEPXHIOIO JerouHyio BeHy. Cpasy mocne Hauama MK
KJIMIUPOBaH OOMMH apTepHaibHBIA MpoToK. OTMme-
YeH HEeJIOCTATOYHBIN MPUTOK B KapIIUOTOM, BU3yallbHO
Cep/Ie XOpOIIo JAPEHHPOBAHO, TMO3UIIMOHHPOBAHKE
KaHIOIM B HWO)KHEH TI0JI0H BeHe 0e3 3HauuMoro 3ddek-
Ta, P NOAKIIOYEHUH BaKyyMa OIpeesIeH0 HaJIn4Ke
BO3/lyXa B KaHIOJIE€ HMYKHEH MOJI0N BEHBI, UTO MPEmsT-
CTBOBAJIO aJICKBATHOMY BEHO3HOMY JPEHHPOBAHHIO.
Pemieno npumenuts oxnaxzaeHue 1o 30 °C, Ha sToM
(hoHEe OTTOK KpPOBW aJCKBATHBIA, OHAKO MPU JOCTH-
skerun Temiepatypbl 30 °C Bo3HUKIA (HUOPHILISAIMH
JKETMyI0YKOB (10 koHna stana MK neHTpanbHas Tem-
neparypa He Obuta Hmwke 30 °C), IpUHATO pelIeHUE
BBITIOIHATh KapJHOIUIETHIO. 3a)KUM Ha BOCXOJSIIYIO
aopTy, Kapauoruierus pactBopom «Kyctoanom» B Boc-
XOIAUIYI0 aopTy. Busyanmmzamusi OTTOKa Kapauoriie-
THYECKOTo pacTBopa M3 KOpoHapHoro cuHyca. Cpasy
MocJie Hayaja KapIuoIJIernu OTMEUEH OTeK MUOKap/a,
MHUOKap/ PE3WHOBON TUIOTHOCTH. [IpaBbIM aTproTOM-
HBIM JIOCTYTIOM PEBU30BaHA MEXKIIPEICEPIHAS TIepero-
pozxka, 1eeKT BTOPUYIHOTO THIIA, JIEBOXKETYIOUKOBBIH
JIpeHaX CTOUT KOoppekTHo B mojoctu JIK. Muokapa
000UX JKETYIOYKOB M MEXIKETYI0UKOBOH Meperopo-
kM1 oTeuHbIil. [locre 3aBepuieHus KapAMOIUIETHH pe-
BH3MPOBaHA MEXOKEITYI0YKOBas meperopoka. Jledexr
CyOTpUKYCITHIANBHBIN MIEICBUAHON (OPMBI 3a CUET
OTEKa MEXOKEITYOYKOBOW NIEPETOPOIKH, TIPU PACIIpaB-

neann nedext mpumepro 10 x 8 mwm. s mydmmeit
9KCIO3ULIMHU Ae(eKTa CenTaabHas CTBOPKA paccedeHa
OT CBOOOJHOTO Kpasi K ocHoBaHHIO. JleQeKT 3aKpbhIT
3araroit «KemlIlepumnac» (3AO «HeoKop», Poccus),
(DUKCHPOBAaHHOM HENPEPHIBHO OOBHBHBIM IIBOM, JO-
MOJTHUTEJIFHO HAJOXKeHbI IATh [1-00pa3HbIX LIBOB Ha
npokJajakax. 1{eJocTHOCTh cenTaibHOM CTBOPKHU BOC-
cTaHoBJeHa. |mapaBiwueckas mpoOa Ha TPUKYCIH-
JAIbHOM KJIallaHe TpU3HAHA YAOBJIETBOPUTEIHHOM.
[Ipu peBU3MM MEXNpeaCepAHON MEPEropoaKu AedeKT
BTOPUYHOIO THMA 8 X 8 MM 3aKpbIT 3aIlJIaTOd U3 Kce-
Honepukapaa «Kemllepurmac», dukcupoBaHHON He-
pepbIBHO 0OBHMBHBIM mIBOM. Ilomepeuno paccedeHa
JIeTroYHas apTepus, KJaraH JISTOYHOM apTepuH Tpex-
CTBOpYATHIH, Mpomyckaer Oyx 12 mm. [epmernzanus
JIETOYHOM apTepuH. YHIMBAHHE MPaBOTO MPeJCepIusl.
[locne nmpodunakTUKU BO3AYIIHOM 3MOONINN OTKPBITA
aopra. CokparuTesbHasi akTHBHOCTh MUOKap/a OTCYT-
CTBYET, MUOKapJ IIOTHbIN, oreuHblil. [locne cHsATUA
3aKMMa ¢ aopThl remoauHaMuka npu 100% nepdysu-
OHHOM HHJIEKCE CTaOWIIbHA, apTepHUaIbHOC JaBJICHUE
54/47 mm pt. ct. CorpeBanue 0oibHOTO. JnutensHas
penepdy3usi. YUnThIBasi BBIPaXEHHO CHHKCHHYIO CO-
KpaTUTENIbHY0 (YHKLIHUIO CepAlla NEepexoi Ha BEHO-
apTepUaIbHyI0 SKCTPAKOPMOPANbHYI0 MEMOpaHHYIO
OKcureHanuio. BumTa GapbepHas MijeHKa U3 Tepua-
TOYHOHN PE3HHBI.

Tlocneonepayuonnsiii nepuod

B otnenenun peannmanuu Ha 15-e cyT obmiee co-
CTOsIHME peOeHKa OIIEHUBANIOCh KaK KpalHe TshKenoe,
00YCJIOBJICHHOE CEPACYHO-COCYAUCTOM, TBIXaTEIbHOM,
MIOYEYHOW, MEUYEHOYHON HEI0CTATOYHOCTBIO, JBYCTO-
POHHEH TMONMCErMEHTApHOW NMHEBMOHHUEH, CENCUCOM
u JIBC-cuagpomom Ha (QOHE IIUTEITHHOTO XHPYPIH-
YECKOI0 JIMacTa3a TPyJIMHbI, BBICOKOW T'yMOpaJlbHOU
AKTHBHOCTBIO KPOBH, UYTO IMOTPEOOBATIO KOPPEKIUH
aHTuOaKTepuanbHOl Tepanuu. [Ipu momeITke yMeHb-
meHnss 00bEMHOW CKOPOCTH Tepdy3nun HaOIonaIach
HecTaOMILHOCTEL TeMoauHamMuku. Ha done paboTsr ar-
rmapara dKCTpaKkopIopaabHOH MeMOpaHHOW OKCHUTCHA-
LIMH, Ba30IPECCOPHON U KapAUOTOHUYECKON MOIEPK-
KM apTepuanbHoe nasienue — 50-65/50-55 mm pr. cr,,
4acToTa CEpACYHBIX COKpameHuid — 135-145 yn/mMun
B putMe Kapauoctumynsaropa (DDD). Carypanus mpu
myiascokcumeTpun — 95-100%, aHanmmM3 KHCIOTHO-OC-
HOBHOTO COCTOSIHHSI apTepHuanbHON KpoBH — 93-96%,
BeHO3HOU — 75-80%. YpoBeHb JakTara B ITUHAMUKE
CHHM3WJICSI 10 HOPMaJbHBIX 3HayeHud. CeaHChl mepu-
TOHEaJbHOTO amuanm3a pactBopoM Ne 3, addexTus-
HBl. HecmoTps Ha mpuMeHsemoe JedeHue, dddexra
JIOCTUYh HE YNaBajoOCh: COXPAHSIOCH BBIPAKEHHOE
CHIDKCHUE COKPATUTENBHON CIOCOOHOCTH MHOKapaa
JIEBOTO M TIPAaBOTO JKeNMyno4ukoB. [1o JaHHBIM SXOKap-
nuorpaduu: (paxuus BbIOpOCa JICBOTO JKEIyHOYKa —
7-17%, dhpakurOHHOE M3MEHEHUE IUIOLIAIN MPaBOIo
xemynoaka — 0%.
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280 A clinical case of the “stone heart” syndrome

Ha 15-e cyt. y peOcHka oTMeueHa pe3kasl HecTa-
OWIBHOCTh TEMOIMHAMMKH, pedpakTepHas K BBeEIeE-
HUIO Ba30IPECCOPHBIX U KapAMOTOHUYECKUX IIpernapa-
TOB, [0 AHAJIN3Y JIABJICHUS Ha BXOAALIEH N MCXOAAIEH
MarucTpajieil AMarHoCTHPOBaH TPOMOO3 OKCHICHATO-
pa. Ha ¢one peaHMMaOHHBIX MEPONIPHUSITUH MOTIBIT-
Ka CMeHBI okcureHaropa HeaddekruBaa. Koncrarupo-
BaHa OMOJIOTHYECKAs CMEPTh.

Pesynomamovl nocmepmrno2o namanamomuyecko2o
uccnedosanus

IIpu naronoroaHaroMM4eCcKOM UCCIIEeI0BaHNU BbI-
SIBJIEH HEJJMarHOCTUPOBAHHBI MUOKAPJINUT BUPYCHOU
stuonorud. [Ipr MakpocKOmM4YeckoM 0CMOTpe cep-
1[a SMHUKapJ IIEPOXOBATHIN, TYCKJIbIH, CEPOTO LBETA C
HaJOXKEHUsIMH. B monocTu cepiana HEMHOIOYHCIIEH-
Hble CMEIIaHHbIE CBEPTKHU U XKUAKas KpoBb. [Ipucre-
HOYHBIW M KJIAAHHBIN 3HA0KAp]l TOHKUMN, TNIaJIKAN €
y4acTKaM{ YTOJIIeHus. Muokapn OJeaHbId, Kpac-
HO-KOPUYHEBBIH, APAOIBIN, TECTPOrO BUAA, C ydacT-
KaMH CepoBaroro IBera. llamuiisipHble MBITIITBI
YTOJIIIEHBI, HA pa3pe3e KPacHO-KOPHUYHEBOTO IIBETA.
TommuHa cTeHok jeBoro xemymnodka 0,5 (N mo 0,3)
cM, npaBoro — 0,4 (N g0 0,2) cm. B mexokenynouko-
BOM M MEXIIpelcepaHON MeperopoaKax 3amjaThl U3
KCEHOIlepuKapzaa, MIBBI COCTOATENBHBI. MUKPOCKO-
nuyecku: Guodpo3 sumokapaa (puc. 1), MEKKICTOU-
HbIe TIPOCTPAHCTBA MBIIIEYHON TKaHW HEpPaBHOMED-
HO pacmupeHsl. McuepueHHOCTh KapJUOMHOLIUTOB
COXpaHeHa. Slmpa OKpyINble WIH CHUTapooOpasHEbIe,
OTIpENIENAIOTCS BO BCeX MecTax. MHTepcTHnmab-
HBIl HEPABHOMEPHO BBIPAKEHHBIN OTEK ¢ MHOTOYHC-
JICHHOH JefKkoruTapHoi uHpuiabTpanueii (puc. 2).
CreHka COCy0B HEOTYETIMBasi, yTojimeHa (puc. 3).
Cocynbl HE cla3MUPOBaHbI, MOJTHOKPOBHBIE, B MPO-
cBeTe OOJBINMHCTBA COCYIOB HAOIIONaeTcs cras
SPUTPOLIMTOB, HEKOTOPBIE COCYABl TPOMOHMPOBAHBI,
C peKkaHaJu3anuei, NUToIUIa3Ma dH0TEIHOIUTOB C
BKJTFOUCHHUSIMH HESICHOM TPUPOJIBI, SApa IHAOTETHO-
LUTOB OKPYIJIbIE.

Pucynoxk 1. ®ubpo3 sug0Kapaa
Figure 1. Endocardial fibrosis

Ob6cyxaenune

Ha ocHOBaHMM DaTOJIOrOAHATOMUYECKUX H3MeE-
HEHUI U NperolepaliOHHbIX MAapKepOB BO3MOXKHO
npoBenieHne AU GepeHHanbHON JUATHOCTUKA C MU-
okapauToM. TouHasi 3a007€BaeMOCTh MHOKapIuTa He-
W3BECTHA, W, BEPOSITHO, HEAOOLCHEHA, YTO CBSI3aHO C
HaJIMYUEM GGCCI/IMHTOMHLIX WINn MaJOCUMIITOMHBIX
¢opM. [luarHocTka M COOTBETCTBYIOLIEE JICUECHUE
HUMEIOT IEPBOCTEINIEHHOE 3HAYEHUE IIPU MHOKAPIUTE Y
JIETEH, TTIOCKOJIbKY OH OCTAaeTCsl IPU3HAHHOW MPUUYMHON
BHE3aIHON CEpCYHON CMEPTH Y JIeTeH U CLIOPTCMEHOB
— 1o 12% cay4yaeB 1Mo JaHHBIM KPYIHBIX HCCIIEAOBA-
HUH, MPEUMYIIICCTBEHHO OCHOBAHHBIX Ha ayTOTICHH [4].
C Toukn 3peHus NaTO(HU3NOIOTUH TTATOTCH, IPOHUKA-
IOUIMH B KJIETKY-XO35MHA, aKTUBUPYET BOCIAJIUTEIIb-
HBIN KacKaJl ¢ y9aCTHEM BOCTIAJIMTEIIbHBIX MEHATOPOB
(dpaxrop HEeKpo3a OMyX0JH o, HHTEpIeHKuH 1, nHTEp-
JEHKUH 6), Yepe3 HECKOIBbKO JHEH Tocie 3apaskeHus
aJIallTUBHBI UMMYHHBIH OTBET Uepe3 aHTUI€HCIIELU-
(mgeckue T- n B-kieTkn yctpaHseT BUpycC, HO TaKkke
BBI3BIBACT JajIbHEHIICE MOBPEXKICHUE MUOLUTOB, YTO
MPUBOOUT K MpPOTpeccupoBaHuio (Gpudposa, KOTOPHII
MOXET MPUBECTH K Pa3BUTHIO Kapauomuonatuu. Ilo-

ol < 4a°
Pucynok 2. OTek HHTEPCTULIHS
Figure 2. Swelling of the interstitium

Pucynok 3. ['un
Figure 3. Hyperplasia of the vascular wall
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CJIe YMEHBIIIEHUS BRIPA)KEHHOCTH BOCIIAJIEHNS CEep/lLe
MOYKET BOCCTAHOBHUTHCSI, OTHAKO B HEKOTOPBIX CIydasix
COXpaHEeHHe BUpyCa U BOCIAJICHHUS MOXKET MPHUBECTH
K HEONarornpusTHOMY PEMOIEINPOBAHUIO JKEIyI0Y-
koB [6]. CommacHO KIMHUYECKAM PEKOMEHIAIUSM
MunucrepcTBa 3apaBooxpaHeHust PO «Muokapaur
y IeTei», pyTHHHbIE J1a0opaTopHbIe HCCIEIOBaHUA
(KIMHUYEeCKUH M OMOXMMHUYECKUI aHaJu3bl KPOBH U
MOYH) B JMArHOCTHKE KapJUTOB HEIOCTaTOYHO WH-
(opmaTHBHBL. B cBsi3M ¢ BO3pacTHBIMU OCOOCHHOCTSI-
MU JTUMQOIMTO3 B MPEJCTaBICHHOM HaMU clydae He
MUMeJT TMarHOCTHYECKOro 3HadeHHsA. MOHOUMTO3 10
22% (Kak IpeAuKTOp BUPYCHOM MH(EKIINHN), a TaKKe
UHQOpMAIMK O HAJIMYHU TUTPa aHTUTEN K IIUTOMera-
JIOBUPYCY JOJDKHBI OBLTH CTaTh MOBOJAOM K JIOMOJHU-
TEJLHOMY OOCJIEZOBAaHMIO MAIMEHTa, B YaCTHOCTH K
uccnenoannio UMMYHHBIX (ITHP u UDA) u Guoxu-
MU4ecKuX Mapkepos (Tporonunsl I u T, makrarneru-
JporeHasa, KkpearuHPoc(oKrHa3a) MHOKAPIUATBHOTO
MOBPEXKJCHUSI U Hadaly STUOTPONHOW Tepanuu. Te-
YeHHE BUPYCHOTO MHOKAP/ANTA, BEPOATHO, MIPHUBEIO K
HEUIIEMHUYECKON KapJMOMHUOIIATHH, YTO B CBOIO OYe-
penab CBsI3aHO C PeMOJICTMPOBAHUEM MUOKapAa, 9X0- U
aNIeKTpoKapanorpaduieckas KapTHHa KOTOpOro Obuia
cTepTa B CBA3M C HaAJWYMEM HEKOPPUTHPOBAHHOTO
BIIC [7]. Kapnuoxupypruueckoe BMEMIATeIbCTBO, B
yacTHocTH Hayanmo MK, kak snu3on umemuun cepana,
CTaJI0 HAYaJbHOM TOYKOW HILEMHUYECKOIO IOBPEXKIE-
HUS KapAuoMuoIuToB [8]. Ha MOMEHT omepaTuBHOTO
BMEIIIAaTEeNIbCTBA CJIEOBAJI0 YCHUIMTh MEpONPHUSITHS,
HaTpaBJICHHbIE HA 3aIUTY MUOKap/a 1 CHIKEHHE €T0
JHEpreTUdYecKux norpedHocreil. [lockoabky 00beM u
BpeMsI SKCITO3UINH KapAHOIIErHYECKOro pacTBopa, a
TaKXe JUIMTEIBHOCTh MEepeXaTHsi aopThl OBUIM aJIeK-
BaTHBIMH, NTpUMeHeHne runorepmun Huxe 30 °C mor-
70 pOQHIAKTHPOBATh PA3BUTHE CHHIPOMAa KOHTPAK-
Typsl MUOKapza [9].

3akiroueHue

Ha cerogusiiHuil A€Hb JTaHHBIX O CHUHAPOME Ka-
MEHHOTO Cepjlia, He CBS3aHHBIX C penepdysuei, B
OCOOEHHOCTH TIPHU PATUKAIBbHON KOPPEKIMH TMOpOKa
cepala y MaJlOBECHBIX HEIOHOIICHHBIX MalMeHTOB C
TSDKEJION COITyTCTBYIOLEH MATOJIOTHEH, KpailHe MaJlo.
HecmoTpst Ha TO 4TO OCIIOKHEHHME OCTAETCSI PEIKHM,
OHO MPEJCTABIISAET 3HAYUTENBHYIO YTPO3y KHU3HHU Ta-
[IEHTA, TIOCKOJIbKY 3()(hEeKTHBHBIC METO/IBI JICUCHHS J10
CHUX IIOp He pa3paboTaHbl. B KOHTEKCTE HUIIEMHYECKON
KOHTPaKTypbl MHOKapAa €IMHCTBEHHBIM JOCTYIHBIN
Mmeto — npodunakruka. KpaiiHe Ba)xHO, 4TOOBI Kap-
JUOXUpypruveckas Opurajaa MoMHHIIA O BEPOITHOCTH
pPa3BUTHS TAKOTO OCJIO)KHEHHUS U CBOEBPEMEHHO Jua-
THOCTHPOBAJa MPEANOCHUIKH K HEMY.
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BKJIaII AaBTOPOB B CTATBIO

31IB — HHTEpHpETalusd AJaHHBIX HCCJICAOBAHUS, HAIlMCAHUC
CTarbu, YTBCPIKACHUC OKOHYATEIbHOU BEpCcHUU 1A l'[y6J'II/IKa-
1A, IMOJIHAsA OTBCTCTBEHHOCTH 3a COACPKAHNE

XUK — waTepnperanns AaHHBIX HCCIEIOBaHUS, HAIHCAHNE
CTaTbU, YTBCPIKIACHUC OKOHYaTEeJIbHOM BEpCUU IJjis l'[y6J'lI/lKa-
1M, TIOJIHASI OTBETCTBEHHOCTD 32 COJIEPKAHUE

HAA — ananu3 u HUHTEPIIPETAlUs JaHHBIX UCCICAOBaHUsA, KOP-
PEKTHUPOBKA CTaTbU, YTBCPIKACHNUEC OKOHYATEIbHOU BEpCHU 1A
Hy6J'II/IKaI.[I/II/I, TI0JTHAsA OTBETCTBCHHOCTH 3a COACPKAHUC

bJ/[B — momy4yeHuwe NaHHBIX HCCIEIOBAaHUS, KOPPEKTHPOBKA
CTaTbU, YTBCPIKIACHUC OKOHYaTeJIbHOM BepCUU IJis Hy6J]I/lKa-
LIMH, TIOJTHAsl OTBETCTBEHHOCTb 32 CO/IEpIKaHHE

JIAA — MOJYUYCHUEC JOaHHBIX HCCICHOBAaHHWs, KOPPEKTHPOBKaA
CTaTrbu, YTBCPIKACHUC OKOHYATEITHHOMN BEpCcUM I Hy6J'II/IKa-
1A, IMOoJIHasA OTBETCTBEHHOCTH 3a COACPKAHNE

bJI4A — mony4yeHue NaHHBIX HMCCIEIOBAHUS, KOPPEKTUPOBKA
CTaThH, YTBEPXK/ICHHE OKOHYATEIHLHOW BEPCHU JUIS IMyOJHKa-
111N, TIOJIHAsl OTBETCTBEHHOCTD 3a COJIEPIKaHUE
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