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PE3IOME

B crarbe mpeacraBiieH peAKHMi Cilydail coueTaHWs aHOMaJdMM ODOIITEHHA W TEPBHYHON
KapJIMOMHUOMATUH y noapocTka 14 ner. Kinunnueckuit ciyyail 1eMOHCTpUPYET TPYIHOCTH H-
AarHOCTHUKH, OOYCIIOBIEHHOW HEOOBIYHON KIIMHNYECKON KapTUHOMW, a TAaKXKe CII0KHOCTU B MH-
TEePIPETANH U BEIOOPE JICUCOHON TaKTHUKH.

KonioueBsie ciioBa: anomanus J0mTeiiHa, BpOXKICHHBINA TIOPOK cepala, AeTH, KapJuOMHOIIa-
TS, TPAHCTUIAHTAIIHSL.

Jna yumuposanua: Bacuukuna E.C., Bepwununa T.JI., Mopozoe A.A., @edomos 11.4., Ko-
sanvyyk 1.C., Anexceesa /[.FO., I pexos E.B., Ilepgynuna T.M. Knunuyeckuii ciyuaii covema-
HUSL anomManuy J0uwmerina u eeHemuyecki 0emepMuHUpOSanHol KapouoMuonamuu y peoet-
Ka, nompebosasuieli mpancnianmayuu cepoya 8 demckom eozpacme. Poccutickuul scypran
nepconanuzuposannoil meouyunvt. 2023;3(2):139-147. DOI: 10.18705/2782-3806-2023-3-2-
139-147.
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ABSTRACT

The article presents a rare case of a combination of Ebstein’s anomaly and primary cardio-
myopathy in a 14-year-old teenager. The clinical case demonstrates diagnostic difficulties due
to an unusual clinical picture, as well as difficulties in interpretation and choice of treatment
tactics.
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tation.
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Cnucoxk cokpamenmii: AB-Onokaga — arpuo-
BEHTPUKYIsIpHas Onokana, AB-coenqunenue — arpuo-
BEHTPUKYJIIpHOE coeanHeHue, Ao — aopra, AD —
aHomanua O60mreitna, BIIC — BpoXIeHHBIH MOPOK
cepana, JKMIT — nunartanyoHHasi KapIMOMUOIATHUS,
JIMIIT — pgedexr MexnpenacepaHoil Imeperopo-
ku, JAHK — ne3okcupubonykinenHoBasi KHUCIOTA,
JIDKC — nomonHuTensHble My TH poBeaeHus, KO —
kemymoukoBast dkcTpacucronusa, 3CIDK — 3amuss
CTEHKa JIeBOro xenyaouka, K/IP — koHeuHblid quacTto-
nnueckuit pasmep, KMIT — kapauomuonarus, KCP —
KOHEYHBII cuctoinnueckuit pasmep, KTU — xapau-
oTopakalibHbli uHzekc, JIDK — neBblid Kenymouek,
JIIT— neBoe npencepaue, MXKIT — Mexokeny1oukoBas
neperopoaka, MPT — MarHUTHO-pE30HAaHCHAs TOMO-
rpadusti, MCKT — mynsTucninpaibHas KOMIbIOTEpHAs
tomorpadust, [DK — npasbrit sxenynouex, [T — npa-
Boe mipeacepaue, [P — monumepaszHas 1enHas pe-
aknust, PYA — pagmodacroTHas kaTeTepHas adiamms,
CMOKI" — cyrounoe MmoruropupoBanue IKI, TK —
TPUKYIICUAATBHBIN KianaH, B — ¢paxuus BeiOpoca,
OK — dynkumnonanbublii knace, XCH — xporndeckas
cepaedHas HemoctaToaHocTh, YCOK — wacroTa cokpa-
meHnii sxenynodkoB, DKI' — snmekrpokapauorpadus,
9Hn0-OPU — sHAOKapAMaIbHOE 3IEKTPO(U3NOIO-
rudyeckoe uccienoBanue, IOxoKIT — sxokapamorpa-
¢ust, WPW — cunapom Bonsda-Ilapkuncona-Yaiira.

BBEAEHUE

Anomanus D0mreitHa (AD) — BpOXKICHHBIN MTOPOK
cepana (BIIC), mpu koTOpoM oTMEJaeTCs almnKaIbHOE
CMEIIEHUE CEeNTAILHOW M 3aJlHell CTBOPOK TPUKYCIIH-
naneHoro KianaHa (TK) B momocts mpaBoro xemyaod-
ka (IDK), uro Bemer kK HapylIEHHIO 3amUpaTelbHON
¢ynkiun TK ¢ hopmupoBaHHEeM aTpHaIM3UPOBAHHOTO
yuactka IDK u ymeHbllIleHHEM €ro MoJiocTH pa3iud-
HOM CTETIeH! BBIPAKEHHOCTH. YacToTa BOSHUKHOBEHHUS
nmanHoM maTtoyioruu coctasisieT oT 1 Ha 200 000 HOBO-
POXIeHHBIX, B 0011el cTpyktype BIIC — menee 1 %
[1, 2]. Kmuandeckas kapTHHA MOpOKa pa3HOOOpa3Ha,
9TO OOBSICHAETCS aHATOMO-(PU3NOIOTHIECKIMH OCO-
OcHHOCTIMHM 3a0oneBanus [3, 4].

AD Hepenxo coyeraetcs ¢ apyrumu BIIC (medext
Mexmpencepaaon neperoponku (IAMIIID), nedekr
MEXOKENTYJIOUKOBOM  MEPEropojiIki, CTEHO3 JIETOYHOU
aprepun (JIA) u np.) [4-6]. BonpmuHCTBO ciydaeB
AD SBIAIOTCS CHOPAAWYECKHMHU, CEMEHHBIE (OPMBI
BCTpEUaroTCs JocTarouHo penko [2]. Takke B autepa-
Type OINHMCAHBI CIy4yan codeTaHusi AD ¢ TeHeTHYeCKH
JNeTEPMUHUPOBAHHBIMU KapauoMmuonarusmu [2, 3, 7,
8], B OCHOBHOM C HEKOMIIAaKTHBIM MHOKApJIOM JIEBOTO
xenynoudka (JIXK), uto, mo nanueim Pignatelli u coaBro-
poB, BcTpeuaetcs B 16,4 % [2, 3, 8].

B HacrosimieM COOONIGHMHM MBI IPEJICTABIISIEM
peaKuil KIMHUYECKUH ciaydait coueranus AD ¢ re-
HETUYECKU JIETEPMUHUPOBAHHOW KapAuOMHUONATHEN
y pebenka, moTpeOoBaBIel TpaHCILIAHTAIIUN CepAla
B JICTCKOM BO3pacTe.

KJIMHWYECKWIA CNYYAI

PeGeHok oT TpeTbelt OepeMeHHOCTH, MPOTEeKaBIIeH
Ha (poHE TOKCHKO3a, YTPO3bI IPEPhIBaAHMS OEPEMEHHO-
CTH Ha paHHEM CPOKE, TPEThUX CPOYHBIX POJIOB ITyTEM
OIlepaLUY KecapeBa CEYEHUs 110 aKyIIEePCKUM [10Ka3a-
HUSIM (TIONIEpEeYHOE MOJIOKEHUE TUI0Ja, 3-KpaTHoe 00-
BUTHE YTIOBUHOM BOKPYT 1wien). [Ipu poxaenun ouex-
Ka 1o 1mkaje Anrap: 7/7 6amio, nqauHa Tena 51 cM,
macca tesa 3 300 .

Ha 2-e cyTtkm mocne poxiaeHHs y peOeHKa BO3-
HUK MApOKCH3M CYIPaBEHTPHUKYJISIPHON TaxuUKapIu,
noTpeOoBaBIINK TMEpeBoia B JACTCKOE KapAHOJIOTH-
YecKoe OTJCNICHHE JJIsl J000CIeIOBaHUS U JICUCHHS,
B pe3yibsTaTe KoToporo Owur muarHoctupoBad BIIC:
AD u cuaapom WPW, manudectupyrommii tur. [la-
pOKCH3MalIbHAsI OPTOJIPOMHAsI aTPUOBEHTPUKYJISIpHAS
(AB) peunnpoxnas taxukapaus. [IpoBonuincs noxpdop
MPOTEKTOPHON aHTHAPUTMHYECKOH Tepanuu, Ha (poHe
KOTOPOH HapOKCHU3MBbl TaAXUKAPAUU PELUIUBUPOBAIH
(puc. 1). B Bo3pacTe 7 net peGEHOK BIEpBEIE OBLT TO-
cnutanusuposad B ®I'BY «HMUILL um. B. A. Anma-
30Ba» MuH3zapasa Poccuu [uist mpoBeeHus H10Kap-
JHUAJIBHOIO AJIEKTPO(U3UOIOTNYECKOTO UCCIICIOBAHHUS
(>HI0-DPUN) 1 paarodacTOTHON KaTeTepHOH abianun
(PYA) nononuutensHbix myTei nposeaenus (AIKC).

[lo maHHBIM OOTMEPAIIIOHHON 3XOKapAHOrpapuu
(OxoKI') BbIABIEHO YBENWYEHHE IPABOTO IIpPEICep-
nust (I1IT) no 44 mm (Z-score = 3,41), 3a cUeT 3HAYH-
MOT'0 CMEUICHUS CEeNTaNbHOU U nepeaHeil ctBopok TK
B nosiocth [1K (mo 60 mm), ¢ popmupoBanuem na TK
peryprutanuu jgo II crenenun; JMIII nuamerpom
3,5 MM C JIeBO-TIpaBbIM cOPOCOM, KOHEUHBIH AMACTO-
nmudeckuit pasmep (K/P) nesoro xenymouka (JIDK) —
32 MM (Z-score = -2,42), 3aguss crenka (3C) JIDK —
6 MM (Z-score = -0,67), MeXIKEITyJOIKOBAs TEPEro-
ponka (MXII) 6 MM (Z-score = -0,99). ®pakmus BbI-
opoca (®B) no Tetixonsi 59 %. B xome nposeneHus
sH10-DDPU 1HarHOCTUPOBaHBI MHOKECTBEHHBIE CYO-
snukapananbHele 3agHe-centanbHbie JJIDKC. Ilocie
CEepUM PaJMoOvYaCTOTHBIX BO3JIEUCTBUM MTPU3HAKHU MPO-
BeneHust no HITXKC coxpaHsiauch, OgHAKO OTMeua-
JUCh U3MEHEHUS DJEKTPOPHU3NOIOTHYECKHX CBOMCTB
(ycranoBnensl Hu3kue cBoiictBa JIDKC, cxonmnbie
co cBoiictBamu AB-coennnenus). [Ipuctymnsr cympa-
BEHTPUKYJISIPHOW TaXUKApIUU HE HHIYLHPOBAJIUCH.
C y4eToM pucka oclIoXkHEHUH co cTopoHbl AB npose-
JeHus npu nponoskeHnu PUA, TpyaHocTeil Tonude-

Tom N2 3 ‘ 2 ‘ 2023‘

141



ckoil nuarnoctuku [ITKC, orcyTcTBUs TaxuKapauu
MIPUHSATO pPelIeHre 00 OKOHYaHHUH OTIepaIUH.

[Ipn xoHTpodBHOM OOCHEAOBaHMHM uepe3 | rofg
o JaHHbIM DX0KI™ — 6€3 cyIecTBeHHOH TMHAMUKH,
COKpaTHTENbHAs CIOCOOHOCTh MHOKapaa COXpaHeHa,
KJIMHUYECKHE IMPOSBICHUS CEPJICUHON HEOCTATOYHO-
cTH 0TCyTCcTBOBaNU. C YUETOM KIMHUYECKOW KapTUHBI
n gaHHbIX OXoKI, mpuHATO pemenne o mpoaoIKeHn!
TUHAMHUYCCKOTO HAOTIOMCHUS peOcHKA.

B nanpheiinieM pebeHOK HaOIIOmANICS HEPETYIISIp-
Ho. [Ipu konTponsHOM Dx0KI' B Bo3pacte 12 net ot-
MeueHo Hapactanue quiaranuu HIT no 58 mm (Z-score
5,13), menocrarounoctu Ha TK mo III ct., [DK — 25
MM (Z-score 1,01), mmameTrp JIA — 24 mm (Z-score
1,24), KAP JIXK — 32,4 MM (Z-score = -3,3), MXKIT —
8,2 MM (Z-score 0,34), 3C — 7,7 mm (Z-score 0,36),
OB JIK — 63,3 %. KoppekTHo onieHuTh pazmepst JIDK
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I I . KITMHWYECKWE CJZTYHAN | CLINICAL CASES

HE yJaioch, B cBsi3u ¢ TeM, uro JIOK Obu1 mojmaBieH
U CMCIICH YBEJIIMYCHHBIMU MPABBIMU OTACIAMU CEPJI-
1a. C y4eToM OTCYTCTBHUS KJIUHUYECKUX MPOSBIICHUN
XCH, HeoOXOmWMOCTH pENmpOTE3UPOBAHMS KJlarma-
Ha 10 Mepe pocta pedeHKa, OBIII0 MPUHATO pelIeHHe
0 MIPOJIOKEHU Y KOHCEPBATUBHOT'O JICYCHHSI — TIPOBE-
neHa koppekuus repanun XCH.

B Bospacte 14 neT pebeHOK TroCHUTATIA3UPOBAH
B ®I'BY «HMMUII um. B. A. AnmazoBay MuH3npasa
Poccun ¢ sxamo6aMu Ha OZIBITIIKY, CHHYKEHUE TOJIEPAHT-
HOCTH K (PU3MYECKNM Harpy3Kam, NOsBIICHUE [IHAHO3a
HOCOTYOHOTO TpPEYTroJbHUKAa TpH OBICTPOH Xoan0e,
PEIMANBUPYIONINE TPECHHKOTAIBHBIE COCTOSHMS, Ya-
ctheie TojioBHbIe Oonu. [1o manabiM DX0KI' BBISABICHO
HapacTaHHe TUJIATalluH MPaBbIX Kamep cepana, [111T—
68 x 112 MM (Z-score 6,65), IDK — 45 mMm (Z-score
3,35), JIA — 30 MM (Z-score 3,18). JleBblit xemynoueK
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Puc. 1. Anektpokappuorpasoua. CuHgpom WPW, maHudectTupyowmii Tun.
MapokcuamanbHaa opTOAPOMHARA aTPMOBEHTPUKYNsApHas (AB) peuunpoKHana Taxukapausa

Puc. 2. 9xokappauorpadusa. JIXX — neBbivi xenypouek, MK — npaBbin enypouek,
MM — npaBoe npeacepave, TK — TpukycnupanbHbIA KnanaH, TP — TpukycnupanbHana

peryprutauma, Ao — aopTta
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MOA/ABICH U CMEIIEH AUJIATUPOBAHHBIMH IPABBIMH
KaMepaMHM, B CBSI3W C Y€M pa3Mep HE ONpenestsuics,
COKpaTHTeNbHasl COCOOHOCTh MHOKapHa COXpaHeHa,
OB JIXK 64,8 % (puc. 2). Ilo manasim CMOKI y pe-
OCHKa BIIEPBBIC 3apPETUCTPUPOBAHA OAMHOUYHAS JKe-
mymoukoBas dkcTpacucronus (1,5 TeIC/CyTKH (TLIOT-
HOCTh apuT™muu 1,9 %) u 30u304bl KEITYTOUYKOBOTO
HEYCTOHYHMBOTrO MOJIMMOP(HOr0 YCKOPEHHOTO pHUTMA
¢ UCXK 92 yn/mun. C y4eTOM MpPOTPECCHPOBAHMUS
3a00JeBaHNs ObUIM ONPEAETICHBI MOKA3aHUs AN XU-
pyprudeckoro neuenus BIIC. Onnako, npuHHMast BO
BHUMaHUe Hannune peHomena WPW, naxe HecMoTps
Ha OTCYTCTBHE KIWHUKH TapOKCU3MAJIbHOW Taxu-
Kapauu, ObUIO MPUHATO PEIIEHHE O MPOBEICHHUH II0-
BropHoii PYA JIITJKC, xotopast Obu1a 3¢ ¢deKTHBHOM.
[lo naHHBIM KOHTPOJBHOTO MHCTPYMEHTAaJIBHOTO 00-
CJIEZIOBAHUS HA 2-€ CYTKH ITIOCIJIE ONEepali OTMEYEHO
nosiBiaenne AB-0mokane! 2 crereHn 2 THIIA ¢ MaKCH-
MaJIbHOM May30i puT™Ma 2 716 Mcek 1 4acToM sKenya0u-
KOBOH 3KcTpacucronueii (8 343/cyt, mnoTHocts 8,3 %).
Uepes 2 mecsiiia BO BpeMs MOATOTOBKH K IIPOBEAECHUIO
XUPYPIUYECKOTr0 BMEIIATEIBCTBA HA OTKPBITOM CEep/-
1€, Y HAlIMEHTKHU OTMEUEHO PE3K0e yXyILUIEHUE COCTO-
SIHUSI B BUJIC HapacTaHUs CUMIITOMOB CEpACYHOM He-
nocrarounocTH. [lo nanasiM DX0KI BEIsIBIEHO pe3koe
CHUXCHHE COKpaTuTebHOi criocoonoctu JIXK 10 ®B
JIK mo Cummicony — 25 %, mo Tetixonbi 27 %, TH-
nokune3ust 3C JIK, auckunHe3us aTpuain30BaHHO-
ro yuactka MXKII ¢ mapagokcaibHbIM JBHUIKEHHUEM
B cuctony; runokunesus 3C JOK; IMIIIT 6 mm, cOpoc
ClleBa HANpaBo; Cemapanus JUCTKOB Nepukapaa 3a
npaBeIMHu Kamepamu 4—5 MM. [lo pe3ynpraram peHT-
reHorpaguu U KOMIBIOTEPHOH TOMOrpaduu rpyaHOM
KJIETKH OTMEYaeTcs BBIPaKCHHOE YBEIMUCHHE Kapiu-
oTopakajapHOTO HHACKCa 10 78 % (puc. 3).

a

C uenbio BBIABICHHUS TPUYUHBI OBICTPO MpOrpec-
CUPYIOUIEH CepIeYyHOW HEJOCTATOYHOCTHU IIPOBEICHO
KOMIUIEKCHOE WHCTPYMEHTaJIbHO-Ta00opaTopHOE 00-
CJIEZIOBAaHME, IO pe3yJbTaTaM KOTOPOI'O IAHHBIX 32
TEUYEHUE OCTPOr0/IOAOCTPOro BOCHAIUTEIBHOTO IPO-
recca B MUOKape KaK MPUYMHBI CHHKEHHS €ro Co-
KpaTUTEIbHOIH CIOCOOHOCTH TMOTyueHo He ObLio. [1po-
BECTH MarHUTHO-pe30HaHCHYyI0 Tomorpaduio (MPT)
cepAla MalueHTKe He YAaJIoCh, B CBA3M C YAaCTOU Ke-
JyJOYKOBOW 3KCTPACUCTOIHEH, KOTOPYIO HEBO3MOKHO
OBLIO KyTMPOBATh AaHTHAPUTMHUYECKUMU ITperapaTamMu
B CBSI3W C HAJMYHEM MPOTHMBOMNOKa3zaHnii — AB-010-
KaJbl 2 CTENEH! 2 THUIA. [[1s HCKIIFOUeHU T Hapy IEeHUs
KOPOHApHOI'0 KPOBOTOKA BBINOJIHEHA KOpPOHApOrpa-
¢us, mpu KOTOPOH MaTOJOTMH HE BBISBICHO (pHC. 4).
[TpoBeneHa KOppeKIUsi MOJTUKOMIIOHEHTHOW Teparnuu
XpOoHHYeCKol cepmeuHoil HemoctatodHocTu (XCH),
0e3 3HaYMMOT0 TOJOKUTENHHOTO d(dekTa. C yueTom
KJIMHUYECKOM KapTHHBI 3a00J€BaHMSI, OTCYTCTBHUS
JaHHBIX 32 BOCHAJIMTEIBHBIA MPOIECC B MHUOKap/e
ObLTa 3a110/103peHa TIePBUYHAS KApIHOMHOIIATHS, C 11e-
JIb10 BepU(PHUKALIMH KOTOPOH BBIIIOJTHEHO FEHETHYECKOE
oOcnenoBanue. [Ipu cTaHAapTHOM LUTOTCHETUYECKOM
aHanM3e KapuoTHUIa, aHAJTN3Ee M3BECTHBIX XPOMOCOM-
HBIX JIOKYCOB C IIeJIbI0 HCKITIOUEHH ST YACTBIX MUKPO/Ie-
JIELUH XPOMOCOM, YJIBTPACTPYKTYPHOM XPOMOCOMHOM
aHanu3e (CpaBHUTENIbHAs TI'CHOMHAs TUOpPUAN3ALHUS
Ha JIHK Mukpoumnax) 3Ha4YMMBIX T€HOMHBIX Iepe-
CTPOEK BBISIBIICHO HE OBbLIO, OHAKO B XOAE CEKBEHU-
pOBaHUs HOBOTO TIOKOJIeHUS 110 CoHTEepy 0OHapy’kKeHa
MyTanus B reHe muomnaimimaanHa (MYPN c.458A>G
(p-Lys153Arg). [lannas myrtanus B 6a3ze ClinVar pa-
Hee OblIa ONMcaHa Kak MaTOreHHAs B Pa3BUTHUU -
nataronHor kapauomuonaruu (https:/clinvarminer.
genetics.utah.edu).

Puc. 3. a) PeHTreHorpadusa rpygHon knetku, KTU 78 %; 6) KomnbloTepHaa Tomorpadusa

rpyAHOMN KNEeTKU, PEKOHCTPYKLMUSA
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B centsa0pe 2016 roma, B Bo3pacte 15 yet mamu-
entka ¢ BIIC, AD, ¢ reHeTHuYecKku MOATBEPKACHHON
KapIMOMHUOIIATHEH, C Tporpeccupyromei, pedpak-
TepHOH K monmkommoHeHTHoU Tepanmuu XCH (x 3To-
My BpPEMEHH MHUHUMAaJbHbIe (U3NYECKHE HATPY3KH,
TakHe Kak Xop0a o KOMHaTe, OieBaHue, TIEPEeHOCHIIa
C TPYAOM, HaONIOJATHCh SMTU30bl OTEYHOCTH TOJICHEH
W CTOII, Pe3KOe CHIDKEHHE almeTHTa), Oblila BKITIOUYeHa
B JINCT OXKUJAHUS TPAHCILUIAHTALUH Cepaa. 3a BpeMs
OXXKHJIaHWS TPaAHCILUIAHTaTa COCTOSTHUE peOeHKa Mpo-
IPaJUEHTHO yXyAIIaI0Ch, HECMOTPSI HA MaKCUMaJIbHO
BO3MOXKHYIO KOHCEPBAaTHUBHYIO Tepanwuio. [lanueHTke
TpeOOBAIHCH YACThIE TOCIUTAIU3AIUY JIJIsl CTA0HIIN-
3auuu cocTosgHus. Uepes 7 Mecs1eB MOCIe BKIOYCHUS
MAUECHTKY B AKTUBHBIH JIUCT OKUAAHUS ObljIa pOBe-
JICHA olepanusi — OPTOTOMHYECKask TPaHCIITIaHTALUS
cep/ua 1o OMKaBajgbHONH METOJIMKE.

Ilpu orieHke ayTONCHWHOrO MaTepualia: Macca
cepaua 340 r, cepaue yseauueHo, AD cO cMELIeHUEM
3anHeit u neperopopounoii ctBopok TK (TK — nByx-
crBopuateiii) B IIDK. CtBopku TK He cMmbikarorcs,
YTOJIIIIEHBI 10 TUHUHM CMBIKAHUS 10 2 MM 3a c4eT (u-
Opo3a. Muokapa Ha pa3pe3e He n3MmeHeH. llepumerp
MHTpAJIBHOTO KjanaHa — 8 cM. Kitanman aopTel He 13-
meHeH, ctenka [DK — 0,1 cm, JIZK — 0,9 cm. TIpaBoe
ymko — 8 X 5 cM, neBoe ymko — 2,5 x 1 em, [DK —
6x6cMm+5x5x6cm. [lo TaHHEIM THCTOIOTHYECKO-
T'0 MCCTEeIOBAHUS MTPU3HAKOB MUOKapANTa HeT. BbIsiB-
JieHa TUNepTPOdUs U AUCKOMILICKCAHMS MBILICYHBIX
BOJIOKOH.

Janee mamueHTKa TMojydana CTaHIAPTHYIO HM-
MYHOCYIIPECCUBHYIO TEpaIuio: WHAYKIUS THMOTIIO-
OyJIMHOM, C NEPEXOJOM Ha KOMOMHUPOBAHHYIO HM-
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MYHOCYIIPECCUBHYIO TEPANUi0 (METHJI-TIPEIHU30JIOH,
TaKpOIUMYC, MUKO(EHOIOBAs KUCIIOTa). DKCTYyOUpo-
BaHa Ha 2-e CyTKH ITOCIie onepanuy. Tedenne paHHero
ITOCIICOTIEPAIITHOHHOTO TIEPHOJIa OCIOKHSIOCH HEBPO-
JIOTUYECKUMHU HAPYIICHUSIMU (CYJOPOTH MBIIII] HUXK-
HHUX KOHEYHOCTEH), KOTOpbIE OBLIIN KyIMUPOBAHBI KOP-
peKIeit ypoBHS AJICKTPOJIUTOB, a TaAKXKe dMHU30/JaMU
CTOMKOH THIIEPTEH3UH, YTO TOTPeOOBAJI0O HAa3HAUCHNE
AHTUTUIIEPTEH3UBHON TEPANIUH B JATbHEUIIIEM.

Ilocne mnpoBeACHHOTO ONEPATUBHOIO JICUCHUS
OBLJIM HUBEIUPOBAHBI BCE KJIMHUYCCKUE IMPU3HAKU
CeplIeYHON HeOCTATOYHOCTH, YIYUIINIIOCh KaueCTBO
JKW3HH, TCUXOIMOIIMOHAIBHOE COCTOSHUE, JeBOYKa
BEJIET OOBIYHBIN 00pa3 KU3HH, MOCENIaeT y4eOHbIe
3aBEJICHUS.

B nHacrosmuii MOMEHT TpOBOASATCS IUHAMHYE-
CKoe HaOJIo/IeHNe, PeryIspHbIe TOCTTHTANN3ANN 15
OlIEHKW (DYHKIIMHM TPAHCILIAHTHPOBAHHOTO CEpIIa,
a TaK>Ke KOPPEKLHUHU 103 UMMYHOCYIIPECCUBHOM U CO-
MMyTCTBYIOIIEH Tepamiu B paMKax MPOTOKOJIa BEJCHUS
JAHHOW TPYTIIBI MallHEHTOB.

OBCYXAEHUE

AD SBISICTCS OTHOCUTEIBHO PEAKON BPOXKICHHOM
MaToJIOTUEN cep/ilia, KOTOpas MOXKET COMPOBOXK/1ATh-
Csl Cepbe3HBIMH MPOOIEeMaMHt MPH JIEYCHUN KaK C Te-
MOJIMHAMHUYECKOW, TaK M C JIEKTPOPU3HOIOTHIECKOM
TOUYEK 3pEHUs. AHATOMUYECKUU Je(EeKT, XapaKkTepu-
3YIONIUHCS amuKaTbHBIM CMeleHueM CcTBOpok TK
n arpuanuzanuer [DK, npuBoauT x nuchyHKIum mpa-
BBIX OTJAEJIOB CepAlla U TPUKYCIHUAAIBHOM HEZOCTa-
TOYHOCTH pa3Iu4yHON cTenenu [1].

Puc. 4. KopoHaporpadusa. BapuaHT HOpMbI
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B onucaHHOM HaMM KJIMHHUYECKOM CJydae aTu-
nuyHas kaptuHa TedeHus BIIC: OvicTpo mporpeccu-
pyiomasi cepAeyHas HeJIO0CTaTOYHOCTh, B TOM YMHCIe
JIEBOKEITYZIOUKOBasi, O0YCIIOBHJIA JajibHEiee 1000-
CJeI0OBaHNE NAMEHTKU Ha HAJTMYUE BO3MOXHBIX MPU-
YUH Pa3BUTHS JAHHOTO COCTOSHHUS: TIOATBEPIKICHIE/
HCKJIIOUEHHE BOCHAJIMTEIBHOIO MpoLecca B MUOKap-
Jie; TIOUCK COMYTCTBYIOIIEW HAcleJICTBEHHOM MaTo-
soruu cepamna. CnenyeT OTMETHUTh, YTO y MAIUEHTKH
He HaOIfOajoCh CBA3M CHUMIITOMOB W JKallo0d ¢ Tie-
peHeceHHO ocTpoil uHpexkuuei. Pesynwsrar I[P
Ha KapAHOTPOIHBIE BHUPYCHI OBbLI OTPULIATEILHBIM,
TaKXe He ObLIO BBISIBJICHO TIOBBIIIEHHE MAPKEPOB BOC-
nanenus. MPT cepilia ¢ KOHTpacTUpPOBaHHUEM IPOBE-
CTU HE YIaJoCh M3-3a YaCTOM >KENyA0UKOBOM AKCTpa-
cucToinuu. B xone nanpHelero BeieHUs MallMeHTKN
JAHHBIC 32 MUOKApIUT HE OyIyT MOJyYeHBI U 10 pe-
3yJbTaTaM THCTOJOTHYECKOTO HCCIEIOBAHMS TIOCIHE
TPAHCIJIAHTALMU CEPALA.

VYunTeIBas OTCYTCTBHE JaHHBIX 32 OCTPBIN U MOJ0-
CTPBII MHOKapAHT, pepakTepHOCTh K Tepanuu, mpo-
IrpecCUpOBaHUE CEPACYHON HEJOCTATOYHOCTH, OBIIO
MPOBEJICHO TEHETHYECKOe OOCIIeIOBaHNE U BBISBIICHA
myTtanus B rene MYPN.

Briepeeie 0 MYPN cooluiunu B CBSI3U € ayTOCOM-
HO-JIOMUHAHTHOM JAMJIATallMOHHON KapAuOMHONATHEN
(AKMIT) B 2008 romy [9].

MyTauuu MuoOnajaJuHa BbI3BIBAIOT Pa3IUYHbIC
($opMBI KapaIMOMHUONATHH TOCPEICTBOM Pa3IMUHBIX
0eNoK-0eIKOBBIX B3aUMOACHCTBHM, TaKUX KakK Hapy-
neHne MUOGUOPHILIIOTeHe3a W SITCPHBIX YeTHOYHBIX
IBWKCHWH, W TIPUBOAST K aHOMAJILHOW COOpKE TEPMH-
HaJIbHOTO Z-AMCKa B KapAHAaJIbHOM MEPEXOIHOM COE-
JTUHEHUH U BCTaBOYHOM Jucke [10].

Tak, B KMTaliCKOM MEPEKPECTHOM HCCIENOBAHUHU
ObLJ10 TTOKa3aHo, 4To MyTarus B reie MY PN sBiseTcs
npuunHoi pazsutus JIKMII B 9 % ciyuaes [11].

JAKMII xapakrepusyerca nunaranuei JIOK u Ha-
PYLICHUEM CHCTOIMYECKOH (YHKIMH W SBISCTCS
OCHOBHOW MPUYMHON CEpIeYHON HEN0CTAaTOYHOCTH
[12], mpuBOasAIIEeH B TSHKETBIX CIyYasx K IMepecaake
cepaua [13].

VY Hamiell manuMeHTKH pa3BUIIACh TAXKesas cepred-
Hasi HEJIOCTaTOYHOCTh, KOTOPYIO HEBO3MOXKHO OBLIO
KOHTPOJIMPOBATh C TOMOIIBIO JIEKApPCTBEHHBIX TIpe-
napaTtoB. TpaHcniaHTauus cepAlua B JaHHOM Cllydae
ObLJ1a €IUHCTBEHHO BO3MOKHBIM BapUAHTOM JICUCHUSI.
Tax, Wang c coaBTOpamu onucajn KIMHUYECKUH CITy-
yail Tsokenmoi u ObicTpo mporpeccupyromeit JIKMIT
¢ myrarnueit B rene MYPN y pebenka 3 eT, KOTOpBIT
yMep OT pe(paKkTepHO CepAeYHON HEJOCTaATOYHOCTH
[14]. Cnenyer OTMETUTH, YTO TPAHCIUIAHTALUS CEpI-
1[a Ha JaHHBI MOMEHT SIBIISIETCSI OOIICTPU3HAHHBIM
30JI0THIM CTAaHAAPTOM MpPH JIEYCHUH TEPMUHAIBHOU

CepIIeYHOM HEOCTATOUHOCTH [15], B TOM UmCIe pa3Bu-
Baromeiica nmpu kapauomuonatusx u BIIC. K coxaine-
HHI0, OOJBIIMHCTBO JETaIbHBIX HCXOA0B HAOJI04aeT-
Csl B TEYCHHE OJTHOTO T'0JIa TIOCTIE TIEPBOTO O0paIeHUs
MaIyenTa 3a MEIUI[MHCKOM TOMOIIBIO, YTO CBU/ICTEIb-
CTByeT o HI/I3KOI71 BBISIBJIACMOCTHU 336OHeBaHI/Iﬂ B Ha-
YaJbHOU CTaguH. Y OOJIBIINHCTBA HALIMEHTOB JUArHO3
HE CTaBUTCS BILIOTH JI0 PA3BUTHUS TEPMUHAIBHOMN CTa-
nuu 6oie3nu [16].

SAKJTIOHEHUNE

Takum 00pa3oM, MpeNCTaBICHHBI KIMHHYECKAN
Clly4ail IEMOHCTpUpPYET, uTo atunnyHoe Teuenue BIIC:
pa3BuTHE OBICTPO TPOTPECCUPYIOIEH pedpakTepHOi
K TEpaIrvu CepJeYHON HEeIO0CTAaTOYHOCTH, CIYKUT TIO-
BOJOM ISl TIIATEJIBHOTO 1000CIEIOBaHMS IALMEeHTa,
BKJIIOYAs, B TOM 4HCJe, U reHeTuueckoe. Heobxomumo
OpUEHTHPOBATHCS HA MEXKIAUCLUIUIMHAPHOE BEACHHE
narueHToB ¢ BIIC, 94To MO3BOIUT B KpaT4alIiue CpOKU
OIIPENENUTHCSL ¢ TAKTUKOW BEAEHUsS U BBIOpATh ONTH-
MaJIbHOE JieueHHe. TpaHCIaHTalus cepiua Ha JaH-
HBI MOMEHT SIBJISIETCS €JUHCTBEHHBIM pPaJUKaJIbHBIM
METOJIOM JICUEHHSI MAIEHTOB C TSDKENIOW pedpakTep-
HOM K Tepaluu cepieYHON HEA0CTATOYHOCTBIO.
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