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VENTRICULAR ARRHYTHMIAS IN A CHILD WITH MARFAN SYNDROME: CASE REPORT
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We present a severe disease progression observed in a 13-year-old patient diagnosed with Marfan syndrome and
associated cardiac rhythm disorders, including polymorphic ventricular premature contractions and persistent ventricular
tachycardia resistant to a wide range of antiarrhythmic medications. We conducted an analysis of contemporary perspec-
tives on the etiology of ventricular tachyarrhythmias and their impact on the prognosis of patients with Marfan syndrome.
Conclusions were drawn regarding the selection of treatment strategies for this specific patient population.
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Cunnpom Mapdana - pejkoe HacIEACTBEHHOE ay-  CTH CHHJIpoMa MapdaHa 1o pasHbIM JaHHBIM COCTaBIISIET
TOCOMHO-JIOMHHAHTHOE 3abojeBaHue coequHuTeabHOM  1:5000-20000 uenosek [2, 3]. MoeKkynsipHO-TeHETHYE-
TKaH{, TPHUBOJSILEE INPEUMYIIECTBEHHO K aHOMaJMsIM  CKOM OCHOBOW 3a0oJyieBaHUs SIBJSIFOTCS MyTalUM B TEHE
CEpIIEYHO-COCYANCTON U OMOPHO-ABUraTeNIbHON cucreM, FBNI, xotopsie BoisiBisitoTcs B 70-93% ciyuaeB [4]. be-
K IopakeHHto oprana 3penus [1]. Hactora BctpeuaemMo-  JOK (UOPWILIMH-1 SIBISICTCS OCHOBHBIM CTPYKTYPHBIM
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KOMIIOHEHTOM MUKpO(QHOpHILL, B HOpME o0ecrieunBast co-
KpaTUMOCTb 1 AJIaCTUYHOCTh COSIMHNTENbHOM TKaHH. [To
MIPUYMHE HAPYLICHUS CTPYKTYPBI JaHHOTO OeJKa y JIFoei
¢ cuHApoMoM MapaHa coeMHUTENbHAs TKAHb CTAHOBUT-
cs1 OoJiee pacTsHKUMOM U MEHEe MPOYHOI [5].

Ha cerogHsiniHuii JIeHb CYMTAETCS, YTO MATOJOTHUS
CEep/ICYHO-COCYAMCTON CHUCTEMBI SIBIISIETCS OCHOBHBIM
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ONpEACISIONMM (DAaKTOPOM MPOJOIKUTEILHOCTH JKH3HU
MAaIMEeHTOB ¢ cuHApoMoM Mapdana [6]. HaubGonee uya-
CTBIMHU HapyIIECHUSIMU CO CTOPOHBI CEPAECUHO-COCYTUCTOM
CUCTEMBI SIBJISIIOTCS PACIIMPEHUE BOCXOASIIEro OTAea
AO0PTBHI, MPOJANC MUTPAJILHOTO KJIalaHa U AUJIaTalus Jie-
rounoit aprepuu [7]. Eciam pacumupenue Bocxopsien
4acTU AO0pPThl JAOCTOBEPHO CBA3aHO C PA3BUTHEM TaKUX
JKU3HEYTPOXKAIOLINX COCTOSHUM, KaK PacclOeHHe U pas-
PBIB CTEHKH a0PThI, TO BKJIAJ] KEJTYTOYKOBBIX HapyIICHHN
purma cepaua (JKHPC) B nporuo3 00JbHBIX ¢ CHHIAPOMOM
Mapdana B HacTosiiiee BpeMsi He /10 KoHIa u3y4eH. Tak, B
uccnenoBannu Anji T. Yetman u xoyuier ObUIO MOKa3aHO,
YTO CMEpPTh BCJEJICTBHE APUTMOTCHHBIX COOBITHH HMMela
MecTo B 4% cnyuaes, a Hannuue JKHPC acconunpoano
¢ HeONaronpusATHBIM TIPOrHO30M s nanueHTos [8]. Ox-
HaKO IO JIAHHBIM JIPYTHX paboT HEyCTOHUYMBas JKeJTynod-
koBasi Taxukapaust (JKT) He siBisieTCs OIHO3HAYHBIM TIpe-
JIMKTOpOM BHe3anHoi cepaeunoit emeptu (BCC) [9, 10].

Cunraercst OOIIENPUHSATHIM, YTO IMPEApacIoiarao-
M ¢pakropom k passutaio JKHPC y GONbHBIX C CHH-
JqpoMoM MapdaHa SBISIOTCSL ONEpaTHBHBIE BMEILIATEIb-
CTBa Ha cepjle, reMoJMHaMu4eckas Neperpyska JeBOro
xemynouka (JOK) [11, 12]. YBenuuenue pas-
Mmepa JDK u nossimenue ypoBHss NT-proBNP
JIOCTOBEPHO KOPPENUPYET C BEPOSTHOCTHIO
paszsutusa JKHPC [8-10, 13]. Oxgnaxo, Hapsxy
C TIpU3HAHHMEM CEpACYHOM HEeTO0CTaTOYHOCTH
kak npuuunbl passutua JKHPC, nakamiupa-
ercst BcE€ Oolblile JaHHBIX, CBUETEILCTBYIO-
MAX O BO3MO)KHOM IIEPBHYHOM HOPaKEHUN
MHOKap/ia y OOJNBHBIX ¢ CHHAPOMOM Mapdana
(crienn¢uueckast KapIUOMHOINATUSL y TaIH-
€HTOB C cuHIpoMoM Mapdana u MapdaHo-
WJIHOW BHEIIHOCTBIO, KOTOpasi 00ycJoBIICHA
pEeMONIeIMPOBAaHUEM MMOKapAa BCIIEACTBUE
musperyisiiun TGF-f ' remonnHamMuyecKoit
Harpy3kH, BO3ACHCTBYIOIIEH Ha CTPYKTYypHO
HETOJIHOLIEHHYI0  COCIMHUTEIbHYI0 TKaHb),
CIOCOOCTBYIOIIEM pa3BUTHIO aputmuii [11, 12,
14, 15]. Hanpumep, mo pe3yibTaraMm HCCIe-
noBanust A.C.Pynoit u ap., BKItovaroiero 23
NanuenTa ¢ CHHApoMoM MapdaHa, 1o 1aHHbIM
axokapauorpaduu (OxoKI') ormeueHsl mnpu-
3HAKW Pa3BUTHUS KAPIHMOMUOIIATHH: CHIKCHUE
CHCTOJIMYECKON (YHKIMU JKETYyJOUKOB Cep-
| ‘ 11a, yBEJIUYEHHE BPEMEHHU MH30BOIIOMHUYECKO-
‘ TO pacciadieHusl, pa3BUTHE TUACTOINYECKOH
muchynkuen JDK [16].

Bri6op o0bema u Buza Tepanuu y 00ib-
HBIX C cHHApoMOM MapdaHa mpu HaaU4uu
JXHPC B Hacrosiee Bpems sIBISeTCS 3a-
TpyaHUTENbHON 3amadedd. Ilo maHHBIM psna
HCCIICIOBAHUN MEJUKAMEHTO3Hasi aHTUApUT-
muueckas Tepanust (AAT) mMoxeT ObITH He-
3¢ PEKTUBHOM, M HEOOXOAMMO PACCMOTPEHUE
BOIIPOCA O I1€1eCO00Pa3HOCTH MMIUIAHTAIN
KapanoBeprepa-aeGuopuIsITOpa ¢ UeNbIo Ipe-
JIOTBPAILICHUSI PA3BUTHSI JKU3HEYTPOXKAIOLINX
apuTMOreHHBIX coObiTuii [11]. Tlpencrasien-
HBIM KIMHUYECKUH Cllydail JeMOHCTPHUPYET
pasButue Tsxensix JKHPC B nerckoMm Bozpac-
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Te y 60nbHO# ¢ cuHapoMoM Mapdana, 6e3 mpe/IecTBy -
[UX KapAHOXUPYPIHYECKUX BMEIIATEIbCTB.

Onucanue KIMHUYECKOTO CJIydast

U3 anamnesa uzeecmmno, umo oegouxa om 7 bepe-
MEHHOCMU, npomeKasuiell Ha QoHe Jicene300ePuyumHon
anemuu 1e2Kotl Cmenenu, umend Mecmo yepo3da npepuled-
Hus bepemennocmu 6 11l mpumecmpe. Poovl cpounsie, ca-
Mocmosmenvhble, Nepuod a0anmayuy npomexan 61azo-
npusmuo. Hacrneocmeennulii anammes omseouien, omey
noeub om paspuvlea anespusmvl aopmul 6 eozpacme 24
Jem, pempocneKmueHo Obll YCMAaHO8IeH OUACHO3 «CUH-
opom Mapganay. Meduyurckas pooociosHas npedcmas-
Jaena Ha puc. 1.

Ilpu ocmompe neouampom 6 6ospacme 3-x nem y
pebeHKa Dbl BLLCIYUAH CUCTOIUYECKUL WYM HA 8EPX)Ul-
Ke cepoya, 6 Ces3U C YeM PeKOMEeHO0BAHA KOHCYIbmayus
kapouonoea. Ipu nposedenuu IxoKI gvisienenvl npusna-
KU MUKCOMAMO3HOU 0e2eHepayuy CmeopoK MUmMpaibHO20
KIanauma, pacuupenue aopmol Ha ypogHe cunycos Banb-
canwvevl 00 3 cm. bviia nasnauena mepanusi 6UCOnponO-
aom 0,1 me/xe/cym.

B sospacme 5 nem, xoeda nossunuce dicanobvl Ha
Hapywenue 3peHus, 8 CeA3U C Haauyuem GeHomunuyeckux
ocobennocmetl, OMALOUJEHHbIM CEMEUHbIM AHAMHE30M,
pebenok npoxooun obcredosanue 6 Ycao8usx CmayuoHd-
pa, 20e Obll Yycmanosien ouazhos «cunopom Mapgarnay.
Ilo oannvim OxoKI' ommeuanuce noepanuunvle pazmepvl
JACENYOOUKO8 cepoyd, yMepeHHas: HedOCMAamoYHOCHb MU-
MPATLHO2O KAANAHA, PACULUPEHUe KOPHS U 60CX00suyell
yacmu aopmul. Hasunauena komniexcnas mepanusi me-
monpononom, cnupororakmonom, uneubumopamu PAAC.
Ilpu Junamuueckom 006C1e008aAHUU 8 MHOSONPODUILHOM
cmayuoxape 8bisiGNIeHbl HAPYUEHUsL CO CIMOPOHBL ONOPHO-
dguecamenvbHo2o annapama 8 eude CKoIUo3d, Ni0CKOCMO-
nus, ynioweHus. 2pyorou kiemxu. Bpawom-ogpmanvmono-
20M OBl QUACHOCIMUPOBAH NOOBLLEUX XPYCMAIUKA.

Bnepesvie napywenue pumma cepoya 6 sude peorou
MoHOMOPHOU  dicenydourosoll  sxcmpacucmonuu  (FK3)
3ape2ucmpuposano npu nAAHO80M 00C1e008aHUU NO OAH-
HbIM  XOIMEPOBCKO20 MOHUMOPUPOSaHus. 6 eospacme 9
Jiem, U CmpemMumensHo npocpec-

CASE REPORTS

CKONbKO Jlem NOCie HAYald npuemd, Ommeddnoch ucmo-
weHue spgpexma npenapama, 6 céa3u ¢ yem NPonAQeHon
ObLI 3aMeHeH HA JannaKOHUMuHa uopoopomMud, Komo-
Ppblll, 8 8010 0Yepeddb, DbLT OMMEHEH Yepe3 Noa200d nocie
HAYana npuema 8 Ces3U ¢ 60300H0BIeHUEeM IKMONUU.

B 6o3pacme 13 nem oesouka eénepevie nocmynuia
8 Oemckoe KapOUuoiocuueckoe OmoeieHue HapyuleHul
cepoeunoeo pumma HUKU neouampuu u demcrou xu-
pypeuu. Ilpedvsienana sicanobvl Ha HapyweHnue 3peHus.,
nepuoouyecku - 60U 6 Cnune, 8 OCMAIbHOM CAMOYYG-
cmeue He cmpadano. Illpu obvexmuenom ocmompe:
@uszuueckoe pazeumue 6vlcoKoe, MeNOCI0JNUCEHUEe acme-
HUYeckoe ¢ 0epuyumom Mmaccol mend OMHOCUMETbHO
pocma, Kupockoauos, nI0CKOCmonue, apaxHooakmuius,
9KMONUs 3pAYK08, ACUMMEmMpUdHas oepopmayusi epyo-
HOU KiemKu, eblcokoe Hebo. [Ipu ayckynemayuu cepoya
BbICIYUWUBANCS CUCTNOTUYECKULL WYM HA 8ePXYUIKe cepoya
2/6 6annos, YCC - 51 yo/mun, A/ - 95/55 mm pm.cm.
Obwuil ananus Kposu u 0owuUl AHAIU3 MoyU 6e3 0coOeH-
Hocmetl. B 6uoxumuueckom ucciedosanuu Kposu obpa-
Wano Ha cebs BHUMAHUE YMEPEHHOE NOBbIULEHUE YPOBHS
Hampuiypemuuecko2o nenmuoa 00 140 ne/mn (Hopma
<100 ne/mn), KOK-MF 00 2,3 ne/mn (nopma oo 2,0). Ha
OKT'- cunycosas 6paouxapous, nonumopguas K3, yo-
aunenue unmepsana QIc 0o 481 mc (puc. 2). Ilo dannvim
XONMepOo8CKO2O MOHUMOPUPOBAHUS: CUHYCOBBIIL PUTIM,
nokasamenu cpeoreti Y4CC 6 npedenax nopmol (91/74/78
yo/mun). Heoonopoonocms npoyeccos penonspusayuu ¢
nepuoouyecku guipasicennvim 3yoyom U. 3apecucmpupo-
8aHA JHCENYOOUKOBASL IKMONUYECKASL AKMUBHOCb 8 GUOe
OOUHOYHBIX, NAPHBIX NOAUMOPPHbIX KD (npednonodicu-
menvro uz JIK), Kopomxux napokcuzmos noiu- u MOHO-
mopgrou JKT ¢ HCC 0o 176 yo/mun ¢ obueii npedcmag-
JleHHOCmbIo  drcenyooukosot sxkmonuu 43,3%. Cpeonuii
xoppueuposanuviii QT unmepean 3a cymku 453 mc.

1o oannvim mpedmun-mecma na RPOMAACEHUU 8CE20
8PeMEHU UCCTeO08AHUIL PecUCMPUPOBALACy NOTUMOPPHAS
KD, neycmouuusas norumopghnas KT na eoccmanosne-
Huu (puc. 3), a makace yonunenue unmepsana QTc (466 mc
/467 mc /480 mc 6 ucxooe, Ha makcumyme Hacpy3Ku U 60C-

02:03 |.BOCCTAHOB., v
CUpOBaNo ¢ ygenuyenuem npeo-

cmasienHocmu U NIOMHOCMU
IOKMONUYECKOU — AKMUBHOCTU.

Tax, 6 eospacme 10 nem, nped-
CMABNEHHOCMb  JHCETYOOUKOBOU
akmonuu cocmasuna 38%, npu
IMOM PeSUCPUPOBANACH NOU-  ai
mopuas JK3, a maroice peoxue

npobesicku  neycmouuugou KT

u yonunenue ummepsaira QTc W
00 545 mc. IIposoouncs noobop
AAT ¢ nocnedosamenvhotui oyen-
Kot apgpexmusnocmu  maxkux V3
npenapamog Kax Ouconponorn,
comanon, ameHonon, nponaghe-
HOH 8 603DACMHBIX 003UPOBKAX.
Haunywwuii mepanesmuueckuti
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Mme/ke/cym, O00HAKO, uepe3 He- HUU MpeOMuUn-mecmad.

Puc. 3. Heycmoiituusas nonumoppnasn rncenyooukosas maxukapous npu npoeeoe-

JOURNAL OF ARRHYTHMOLOGY, Ne 2 (116), 2024



KIIMHNUYECKHWE HABJIIOAEHU A

cmanosnenuu, coomgemcmeenno). Ilo oannvim IxoKI eu-
3Yanu3uposanocy pacuuperue ocHoeanus aopmol (3,82),
socxoosuel aopmol (2,457), cunycos Banvcanvewt (3,57),
NO30HeOUACmOonuYecKas aopmanvhas pezypeumayusi 1+
(puc. 4). Pacwupenue nonocmu JUK (koneurno-ouacmoinu-
yeckuti 0bvem 138-142 mn (N ons eéeca u pocma oo 102
MJL), UHOEKC KOHEYHO-OUACMAUYecKoeo obvema 00 86 mu/
M (N ons eeca u pocma 00 75 M/M?), KoHeuHO-Ouacmoni-
yeckuti ouamemp 61-62 mm (Z-score 2,92)), ommeuanace
OMHOCUMENLHO HeDONbUAS MOTUWUHA MUOKAPOQ HUIICHEL,
3a0Hell u O0KOBOU CMEHOK (00 4 MM), MUKPOOUBEPMUKY-
JIbl 8 OCHOBAHUU KPEeNnjienust NAnUUIsIPHbIX Ml 3a0Hel
2PYNNbL, PACCHINHOU MUN CMPOEHUs NANUUISIPHBIX MblUY
(MHOICECTBO MOHKUX MBIUEYHBIX NYUKOB), NEPexoOsujux
8 NPUCMEHOUHYI0 MPaOeKyIAPHOCIb HA YPOBHE CPEOHUX
U BEPXYULEUHBIX Ce2MEHMO8, NOGbIUEHUE MPADEKVIAPHO-
cmu. Jfunamayusi puoposHo2o Koivbya MUMpPAIbHO2O Kd-
nana (2,947), muxcomamos u nporaduposanue cmeopox
MUmpaneHo2o kianara 0o 9-11 wmm, pecypeumayus yme-
pennas (puc. 5). Tpuxycnuoanvnas pezypeumayus msoice-
aas. @paxyus eviopoca JDK no Teiixonvyy 58% (na nuoic-
Hell epanuye HOpmbl), OUACMONUYecKdast QYHKYUs 000ux
JHCENYOOUKOB He HaAPYUIEHA.

Hasnauena wromounuposannas AAT amenononom
(0,8 me/ke/cymru) u amuodaponom 6 doze 6,8 me/xe/cym-
xu (400 me 6 cymku). Ilpu KoHmMpPONLHOM XONMEPOBCKOM

Puc. 4. Ixoxapouozpamma ¢ B-pesicume: pacuupenue
aopmbul Ha yposeHe cunycoé Banvcanseot.

Puc. 5. Ixoxapouozpamma ¢ B-pescume: nponanc mu-
mpanvHo2o Knanana.

65

MOHUMOPUPOBAHUY BbISIBNIEHO CHUJICEHUE IKMONUYECKOU
axmusrocmu 00 9%, HO 6 c6513U ¢ YOIUHEHUEM UHMeP8ald
QTc 00 505 mc, pacyenennvim Kax 6MopuyHble UsMeHeHUs
Ha gone AAT, 0oza amuodapona cuuxcena 0o 3,4 me/ke/
cymku (200 me 6 cymxu). Ipu nposedenuu xonmeposckoeo
MOHUMOPUPOBAHUSL Yepe3 NoN200d NOCLe HAZHAYEHUsL KOM-
ounuposannot AAT 6vina npodeMoHCmMpPUpOBaHa HU3KAL
agppexmusnocme nposooumoni AAT, 6 ces3u ¢ uem HazHa-
uen Oema-adpeHodIOKAmMop HeceneKmusHo20 OetiCmaus
nponparonon 1 me/ke/cymku, Ha pone npuema Komopozo 6
meuenue nory2o00d om HaA4aId Mmepanuu COXpaHsIACch yme-
PEHHAsL NONONCUMENbHASL OUHAMUKA 8 8UOe OMCYMCMBUs
neycmouiyueou KT,

FBonvnou nposedeno monexkyisipno-eeHemuueckoe uc-
cnedosatie, ObLIU UCCIe08AHbL MAp2emHble 0ONACU K-
HUYecKo2o0 aK30Ma uenosexa. B sxzone 43 2ena FBNI eviss-
Jien Hykieomuounwlil eapuanm c.5279 5284delinsTACCC ¢
2emepo3ucOmMHOM COCMOSHUL, NPUBOOSIUYULL K COBUSY PAM-
ku cuumsisanus p.Y1760Lfs*133, pacyenennviii kax éepo-
SAMHO NAMO2EHHbIL.

OBCYXIEHHUE IMMOJTYYEHHBIX
PE3YJIBTATOB

Junaramms ¥ pacclioeHHe KOPHS aoOpThl OCTAIOTCS
OCHOBHBIMU NMPUYMHAMU CMEPTH Y NMAalMEHTOB C CHHJPO-
MoM Mapdana, a cepmeunas HemoctartouHocth u BCC,
oOycnosienHas xu3Heyrpoxatormmmu JKHPC, paccmarpu-
BaIOTCs Kak JOMONHUTENbHBIE (akTops! [11]. [Ipu anammse
WCCIIEIOBAHNH TOCIEIHNX JECATHICTHH OBLIO OTMEYCHO,
YTO CMEPTHOCTH, ACCOIMHPOBAHHAS C TIOPAKCHHEM aOPTEHI,
CHI)KAETCSI BCIICJICTBHE YCOBEPIICHCTBOBAHMS MOIXO/IOB K
JIMarHOCTHKE W JICUCHHIO, & 3HAYNMOCTb CEPJCUYHON HeJo-
CTaTOYHOCTH U HapYyLIEHUH pUTMa cepia Bo3pacrtaror [12].

[Tpn oTcyTCTBUM NEepeHECEHHBIX ONEPAaTHBHBIX BME-
marenbcTBax Ha cepaue, Hanunuue KHPC, xak npasuio,
accolMmupyeTcs ¢ pacmrpeHneM kamep cepama. Cnenma-
JMCTaM{ BBIJBHHYTHI IPEAINIOIOKEHNS O BO3MOXKHOCTH
UCTIONIB30BaHMS B KAUECTBE MPETUKTOPOB PHCKA PA3BUTHS
KHPC Takux mnokasareneid, Kak yBEJIMYEHHE pPa3MEpOB
JOK u noBblIEHHBI YPOBEHb MO3TOBOIO HATPUHYpETH-
geckoro nentuaa. B marepuanax D.Y.Mah u coaBr. y ma-
muenToB ¢ JKHPC ormeuen Oosiee BBICOKHI ITOKa3aTelb
KOHEYHO-ZMacTonmdeckoro pasmepa JIK (¢ ouenkoil mo
Z-score), B 83% cmydaeB compoBokparomuiics DxoKI'
MpU3HaKaMu MUTpaibHOU peryprutauuu [13]. Tem He
MEHee, TEeMOAMHAMHUYECKasl Meperpy3Ka H30INPOBAHHO
HE MOXET OOBSICHUTH HAJMYHE CTPYKTYPHBIX M3MEHEHHH
cepmaa y psana 6omsHBIX. Tak, B ucciaeqoBanun A.T. Yetman
W COaBT. TAaK)KE ONpEeNIeHA JOCTOBEPHAS CBA3b MEXIY
pazsutueM JXKHPC u pacmmpenuem kamep cepiuia, ogHa-
KO, MATpaJIbHast HEIOCTATOYHOCTh HAOIIOAATIACH TOIBKO Y
21% nanuenToB [8]. Mcxoas U3 pe3yabTaToB HECKOJIBKHX
UCCIIEZIOBAaHNIT MOXKHO C/IeNaTh BBIBOJ O 3HAUUMOM poin
cnenuduyeckoil kKaparnomuonaruu Mapdana B reHese pac-
MIMPEHUS MOJIOCTEH Ccep/la U CHIDKCHHH CHUCTOIMYECKON
(byHKIMH, ¥, CIIEJOBATENIFHO, B Pa3BUTHH HAPYIICHNH cep-
JeqHoro putMma [11, 12, 14, 17].

B mpezncraBieHHOM KIMHHYECKOM Cilydae y Ta-
IIMEHTKH OTCYTCTBOBaJa BBIPAKCHHAs] MHUTpaJbHAs pe-
TypruTanus, KoTopas mMoria Obl OOBSICHUTH JHIIATAIHIO
MIOJIOCTEH, YTO TIO3BOJIMIIO paccMaTpuBaTh UMEHHO CIICIH-
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¢udeckyro kapauomuonaturo Mapdana y TaHHOTO pe-
OeHKa KaKk OCHOBHYIO NPHYHMHY Juiaranuu. B Onoxmmu-
YECKOM HCCIEJOBAHUM KPOBU OTMEUAIOCh MOBBIIICHUE
MO3TOBOTO HATpHypeTHYecKoro nentuaa no 140 mr/mo,
YTO BBIACISETCS PSAZIOM aBTOPOB KaK JOCTOBEPHBII Tpe-
quktop passutus JKHPC. Hecmorps Ha TO, uTO Cyme-
CTBYIOT HCCIIEIOBAHHUS, MOCBSILEHHbIE TaHHOMY BOIPO-
Cy, TOYHOE OIpeJeNieHHe MOPOroBoro 3HaueHus proBNP
oCTaeTcs HepellleHHoM 3anaueit [9, 18]. B mpocnekruBHOM
uccienosanuu B.A.Hoffmann u coasr., Bxiarouaromiem 77
OOJIBHBIX ¢ CHHAPOMOM MapdaHa co cpeHUM MEepUOIOM
HaOmoeHnst 3 royia, BeISIBJIEHA JOCTOBEPHAsl B3aMMOCBSI3b
Mexay noseimenueM ypoBas NT-proBNP Goxee 214,3 nr/
MJI ¥ PUCKOM Pa3BHUTHSI apUTMOTCHHBIX COOBITHH, TaKUX
kak BCC, XT, ¢puOpmnisnus »emyaouKkoB WIX apUTMO-
TeHHBI 00MOpOK [9].

[Ton6op AAT y GosbHBIX ¢ cuHApOMOM MapdaHna B
HaCToslIee BpeMs SABJISIETCS 3aTpyAHUTENbHON 3a1a4ueil. B
HallleM KJIMHUYECKOM HaOJIOJICHUH KTOINYECKasi aKTHB-
HOCTB OblIa yCTOHYMBA K IIMPOKOMY CIIEKTpY IIPEnaparoB,
B TOM umcie Kk komOuHupoBanHoi AAT. Kpome Toro, Ha-
JMYMe yJUIMHEHHOTo nHTepBaia QTc 3HaunMTenbHO orpa-
HuuuBaeT npumeHeHne AAT, moBbImIast PUCKH Pa3BUTHS
MIPOapUTMOTEHHbIX 3 dekToB Tepanuu. Huskas s¢ddek-
TUBHOCTH IIPUMEHEHUs OeTa-aJpeHo0IOKaTOPOB C LIENIbI0
nonasneHus JKHPC y 6osbHBIX ¢ cunipoM Mapdana Obiia
moka3zana panee B pabore A.T.Yetman u komrer [8, 11].

[Ipobnema 1enecoo0pa3sHOCTH HMMILIAHTAIIUH Kap-
JoBepTepa-epuOpmLIATOpa y OOJBHBIX C CHHJIPOMOM
Mapdana u JKHPC onupaercst Ha cTparnuKaiio prucka
BCC BcnencTBre apuTMOTeHHBIX IPUUUH. Pe3ynbrars! nc-
CJIeZIOBaHUM 110 U3YyUCHUIO B3aUMOCBSA3H MEXKAY HaTUIHEM
JKeJTynouKoBoi skTonuu u pazsuruem BCC npotuBopeun-
Bbl. Tak, B HaOmromenuu A.T.Yetman u coaBT., BKJIIOYat0-
meM 70 manueHToB ¢ cuHIpoMoM MapdaHa co cperHUM
TIEPUOIOM HaOIIOeHUS 6 JIET, ObLIO ITOKa3aHo, YTO KEIy-
noukoBast akronus (JKD n Heycroituusas XKT) Obiia Hesa-
BucuMbIM (aktopom pucka BCC, a 4% nanueHToB noruo-
JIM BCJIC/ICTBHE Pa3BUTHS KHU3HEYTPOXKAIONINX HAPYIICHHH
putMma [8]. Taxke B MoJIb3y HEOIATOMPHUSITHOTO MPOTHO32 Y
00NBHBIX ¢ CUHAPOMOM MapdaHa npu perucTpanum sxeiy-
JIOYKOBOW SKTOIHMHU CBHJECTEIBCTBYIOT JAaHHBIE, MOJTy4eH-
HbIC Ha OCHOBaHMH aHAJIM3a HAIIMOHAJILHOI 0a3bl JaHHBIX

CASE REPORTS

MAlMeHTOB, HAOIIOAAIOINXCS B YCIOBUSX CTAllMOHApPa, 32
10 set (¢ 2004 mo 2015 rr.). B uccnenoBanue BKIIFOYCHO
12079 nauuenrtoB, B ToM uucie 1691 manueHT B Bo3pac-
te 1o 18 met. KT BcTpewanack Tonbko B 1,7% ciydaes,
HO Yy 9THX NMAlMEHTOB OTMEUEH CaMblii BHICOKHH YPOBEHb
CMEPTHOCTH B cTanuoHape - 5,3% [19].

HapaBHe ¢ mpu3HaHHEM JKEIyJOYKOBOW SKTOIHHU Y
0oJIBHBIX ¢ cUHIpOMOM MapdaHa B kadecTBe HE3aBUCHMO-
ro npenaukropa passutusi BCC, cymecTByeT mpoTHBOIO-
JIOKHAsI TOYKa 3pEHUsI, OIMPAIOIIAsICS HA PE3yJbTaThl KaK
PETPOCIEKTUBHBIX, TAK M MPOCIIEKTUBHBIX UCCIICIOBAHUI.
Tak, B padore B.A.Hoffmann u coasr., BKitouaromeit 77
MAIMEeHTOB, a TaKke B pabore A.Aydin u coaBT., BKIIIOYa-
roteit 80 manueHToB, NP MOMBITKE MPUMEHEHUS HATUYUS
JKHPC B xauectBe kpurepus pucka BCC, nocrosepHoit
CBSI3M HE MoJTy4eHo. Takum o0pa3om, Bonpoc crpaTuduka-
uH prcka Bo3HuKkHOBeHHst BCC y GONBHBIX ¢ NMpHU3HaKa-
mu JKHPC ocraercs OTKpBITBIM M TpeOyeT NajbHEHIero
nsyuenus [9, 10].

3AKJTIOYEHHUE

VY GonmpHBIX ¢ cuHAPOMOM MapdaHna TpeOyeTcs Tia-
TEJIbHBIII MOHUTOPUHT HAPYIICHUH CEp/IeYHOTO PUTMa, B
TOM YHCIIE Uy JIUI 0€3 MPEeIIECTBYIOMETO KapIHOXUPYP-
rUYecKoro BMemarenbeTBa. Onpenenenne rereza JKHPC
TpeOyeT NeTalbHOrO aHalM3a AAHHBIX OOCIENOBaHUS B
muHamuke. Hammane JKHPC moxeT OBITE 00ycIOBICHO
HUMEIOIIUMUCS CTPYKTYPHBIMH H3MEHEHMSIMH MHOKapna
JKETYJOUKOB (HAaJIW4YMe MHUKPOAWBEPTHKYJIOB, HEOIHO-
POIHOCTh CTPYKTYPbl MHOKapa C 30HAMH HCTOHYCHHMS
U T.JI.) B Te€X CIIy4asx, KOTJa MPeIIoIoKUTENbHAs JTOKa-
JM3aLUK KETyTOUYKOBOH SKTOIHMHU COBMAIAET C 30HOW M3-
MEHEHHI MHOKapzaa. Ecim nmeercst B3aMMOCBS3b MEXIY
MIPOTPECCUPOBAHNEM IMJIATAIIMN TOJIOCTEH JKEIyI0UKOB,
yBenuueHueM ypoBHs NT-proBNP, cuukeHuem cokparu-
TENPHON (PYHKIIMA MHOKapIa M JKEIyIOYKOBOH IKTOMHUEH
CJIE/TyeT PacCMOTPETh CHENN(PHUIECKYIO KapIHOMHOIIATHIO
Mapdana Kak NpUYUHY HApYLIEHHUsI CEPAEYHOTO PHUTMA.
JlanpHele nccaeoBaHns HEOOXOMUMBI JUIs pa3padoT-
K aJITOPUTMOB BEJICHUS OOJIBHBIX ¢ cuHIpoMoM Mapdana
u J)KHPC, crparndukammu pucka passutus BCC u ompe-
JICNICHNIO TIOKa3aHW K WMMIUIAHTAIlMMd KapAnoBepTepa-
nepudpmIATOpa B JAHHOM TPYTIE MaUeHTOB.
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