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OcHOBHBIE NOJ0KEHUSI
» Onrcan peaKkuid KIIMHAYECKUH CITy9Iaid W30 IUPOBAHHOMN THITOIUIA3UH BEPXYIIIKH JIEBOTO JKEITyIOTKa
B COYETAHNH C BPOXKIEHHBIM TIOPOKOM CepAIa — Ae(HeKTOM MEXIPEACEPAHON MEPETOPOAKH BTOPHIHOTO

THIIA.
W3onupoBaHHas THIIOIIIA3Ks BEPXYIIKHU JIEBOT0 JKEIyI0UKa XapaKTepu3yeTcs He-
JOpa3BUTHEM U (YHKIHMOHAILHON CIIA00CTBIO JIEBOTO KEIyI0uKa. 3a0oieBaHHe
Pestome Berpedaetcs B 0,5-0,75% ciaydaeB 1 MMeeT XapaKTepHbIE SXOKapAHOrpaduiaecKue

1 MaroHuTHO-PE30HAHCHBIC IIPU3HAKH. Kak ImpaBuIo, 3a00J1€BaHUE IMPOTCKACT oec-
CUMIITOMHO, ITIO3TOMY CBOCBPCMCHHLIC NTUArHOCTHUKA U TEpanurd MOTYT OTCPOYHUTH
BO3MOKHBIC OCJIIOKHCHUS U YIIYUIIHUTHb KaY€CTBO KM3HU 3TUX IMAITUCHTOB.
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Highlights
* The review describes a rare clinical case of isolated left ventricular apical hypoplasia with atrial
septal defect.

Isolated left ventricular apical hypoplasia is characterized by impaired left
ventricle. The frequency of the disease is 0.5-0.75% and it can be easily detected

Abstract on echocardiography. The disease is difficult to diagnose due to absence of
symptoms, therefore timely diagnosis and treatment can prevent any complications
and improve the quality of life.
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Beenenne

Cunnpom Payxdyca — Kucenst, wmm n3onmupoBaHHas
TUTOIUIA3MUsT BEPXYIIKH JieBoro xkemynouka (JIK), ot-
HOCHUTCSl K YHCITy pequalinX BPOXKICHHBIX MOPOKOB
cepaua (0,5-7,5% cnyyaeB) u xapakTepusyeTrcs Heao-
pasButuem JUK [1]. BnepBble JaHHBII CHHAPOM ONUCAH
M. Fernandez-Valls u coaBT. Ha OCHOBAaHHM CXOJHBIX
JTAHHBIX KOMITBIOTEPHOI M MarHWTHO-PE30HAHCHOU TO-
morpaduu (MPT) Tpex mamuentos [2]. [ns maHHO#M
NaToJIOTHU ObUTH XapakTepHsl cepruueckast popma JDK
CO CPEe3aHHON BEPXYIIKON U BBIOYXaHHEM MEXOKETy104-
koBoi nieperopoaku (MJKII) BripaBo B codeTaHny ¢ Ha-
pymenueM cucronmdeckoi pynknnu JDK; 3amernenue
MuoKap/a Bepxymku JOK skupoBoit TKaHbIO; JIOKaIH3a-
[Hs MAMWUBIPHBIX MBI HAa YIUTOLICHHOH BEpXYILKe
JDK; ynnunennsiii npasbiil sxemynodek (IDK) n oOte-
Karomuii kouTyp Bepxyuku JDK [1-5]. B ganeneiimem
A.P. Patrianakos  Koyern nmpemioKuiIn OTHECTH H30-
JMpoBaHHYO runoriasuto sepxymkn JOK k Hexiaccu-
(unmpyemMbIM KapAXOMHONATHSIM [6].

OO0 »THONOrMHM JaHHOTO 3a00JIEBaHUSI HM3BECTHO
HEMHOTO, BOIIPOC JI0 CHUX IO OCTAaeTcsi TUCKyTalelb-
HBIM, OZJHAKO HE OCIIApUBAETCS BPOXKICHHBIN XapaKkTep
naronoruu [7]. Taxoke BBIsIBJICHAa MyTalys reHa lamin
A/C B ceMbe ¢ IByMSl CIIy4asiMi W30JMPOBAHHOMN I'HITO-
rta3uu Bepxyuku JIK [8, 9].

B mmarnoctuke cunzapoma Payxdyca — Kucens
onpenensitonias ponb orBoautcss MPT cepaua ¢ wuc-
MOJIb30BaHMEM TapamaraeTukoB [7, 9, 10]. Bo3moxk-
HOCTH YNIBTPa3ByKOBOM BH3yaJM3allill B BBISBICHUU
JAHHOTO CHHApPOMa OBUIM MOATBEPIKIACHBI HECKOIBKO
nosxe. [Ipuuem noguepkuBaeTcs TOCTYMHOCTb U KO-
HOMHYECKasl 11eJIecO00pa3HOCTh 3XOKapauorpadpuye-
ckoro (OxoKI') uccremoBaHus IpH IEPBUIHOM OTIPe-
nenennu 3toii anomanmmu JOK [1, 3, 11].

Taxoke B IUTEeparype ONMHMCAHO MPUMEHEHHE KOpO-
HapHOHW aHTHOrpauy B KaueCTBE METOJa AUArHOCTH-
KW JaHHOTO 3aboneBanus. VccnenoBanue npenmyiie-
CTBEHHO BBINOJHSETCS cpenu Oojee CTapIIuX AeTei
JUISL UCKIIIOUCHMS aHOMAJIMI Pa3BUTHS MJIM CTEHOTHYE-
CKOTO TOBpEXKJIEHUS KOpOHApHOTO pycia. Heobxommumo
NPOBOANUTH BEHTPUKYIO- W aHTHOMYJIbMOHOTpa(HIO
it Mmophometpuu JIK 115 BBISIBICHUS] TUBEPTUKYIIOB
B JDK u Beimmonuenus myasmoHorpaduu [12]. B psnme
cIy4yaeB ToKazaHa Owmorcus sHmomuokapaa DK mms
OTIpe/IeTICHNs 09aroB HEKPo3a, MPU3HAKOB BOCIAICHHUS
B MHOKapjie, 3aMeIICHUs MUOKapaa (huOpO3HO-KHUPO-
BOI TKaHbBIO, a TAKKE AJISI UCKIIIOYEHUS BOCIIAINTEIb-
HO-UCTPOPUUIECKIX N3MEHEHUH HEKPOOMOTHUECKOTO
xXapakTepa, HabromaeMbIxX mpu 6oe3nu [laraca (Tpu-
[IAaHOCOMO3) U IPaHYJIEMaTO3HOM IIPOLIECCE IIPH CAPKO-
unose [12, 13].

CdopmynupoBaHbl YEThIPE OCHOBHBIX KPUTEPHUS,
MO3BOJISIIOLIMX YCTAaHOBHUTH JUArHO3 «CHHApPOM Payx-
thyca — Kucens» [1-3, 7, 13]:

1) zakpyrmennsii JOK mapoBumHO# Qopmbl 3a
cuet BBIOyXxaromiei B mojocTh [DK MOXKII — mapymre-
HUE aHATOMUYECKOTO B3aMMOOTHOIIEHHS C YCEUeHHON
dopmoit JDK u cpesanHoit Bepxymikoil (opmupyet
yBenuuenue JOK B miupuHy u BeIpa)KEHHOE YMEHBIIIE-
HUE MTPOJIONIEHOTO pa3Mepa, B pe3yIbTaTe 4ero kKemyno-
yek umeeT Gpopmy moakoBel. MIKII BeiOyxaer Bipaso,
co3/aBasi BIIEUATIIEHHE aHEBPU3MBI, OJIHAKO KHHE3 ee
coxpaned [13];

2) 3amemenne Muokapnaa Bepxymku JDK snuxap-
IUATbHBIM XKUPOM — ¢ noMmolnbio IxoKI' BeisBIsETCA
HE BCErJa, MOXET BH3YaJIM3HPOBAThCS KaK THIIEP?-
XOT€HHOE€ BKJIIOUEHHE WIIM THUTIEPIXOTEHHBIN y9acTOK
akuHe3a B obnactu Bepxyuiku JIXK oBajbHOM Wi Tpe-
yroibHOM (opMbl. B BICOKOMH(pOPMAaTHBHOM peKUME
IOJIABJICHUSI CUTHAJa OT JKUPOBOH Tkanu (fatsat) mpu
MPT cepaua naHHbIe y4aCTKU TUIIOMHTEHCUBHEI [ 13];

3) aHOManbHOE pAacCIOJIOKEHHE OCHOBAHHS TIa-
MAUISPHBIX MBI HA YPOBHE YIUIOMIEHHOW BEPXYII-
k1 JODK — BBIpaKEHHOCTh M3MEHEHMH ManmMIISIPHBIX
MBI W TOJKJIANAaHHBIX CTPYKTYpP MHTPAIBHOTO
KJIallaHa MOXKET pa3inyarbcs. B HEKOTOPBIX Clrydasx
JUTHHA TTAMTAIIISIPHBIX MBI YIOBIETBOPUTEIbHAS WITH
YKOpOY€Ha, B CBOIO OU€pEIh TOJOBKH MANMIUIIPHBIX
MBIIII] MOTYT OBITh TUTIONJIA3UPOBAHBI, & XOP/BI — V-
nuHeHHBIMH [ 13];

4) ymnuaeHnHas monocth [DK, «okyThiBaromas»
Bepxymky JDK, mpencraBieHHyr0 smHKapAHaIbHBIM
KupoM, — banaHomoxooHas ¢popma IDK, xorma I1K 3a-
BOPAUMBAETCS BOKPYT THITOTUIA3UPOBAHHON BEPXYIIIKU
JIK, BBIIOJHSIET BCIO BEPXYIIKY Cepla, co3aaBas 3¢-
ekt ooTekanwus [13].

A.P. Patrianakos u coasr. [6, 13] onmcanu nsTuieT-
Hee HaOIo/IeHNe 32 aCHMITTOMHBIM peOeHkoM 11 neT u
B3POCIIOH MAITMEHTKOM 35 JIeT ¢ KIIMHUKOU OTEKa JISTKUX
U CUMIITOMaMH XPOHHWYECKOW CepaeyHON HeaocTarod-
HOCTH, COOTBETCTBYIOUICH (YHKIHMOHAJIBHOMY KJAaccy
II mo NYHA nHa MOMeHT rocuTanu3anuu. 3a BpeMs Ha-
ONIONIEHNST W YCIENTHOTO MEIMKAMEHTO3HOTO JICUSHHUS
CEepACYHON HEJOCTATOYHOCTH Y TAIHeHTKH B BO3pacTe
40 7ner BrepBble ObUIa 3apErHCTPUPOBAHA TAPOKCH3-
ManbHas Gopma Gudbprsmu npeacepauii [6, 13].

OTeuecTBEHHBIMHU KOJIJICTAMH MPOaHAIU3UPOBAHBI
MIPEJICTABICHHBIC B JINTEPATYPE KIMHUYECKHUE CIydau
42 mauuenTos [ 13]. beccumnToMHO€E TEUEHUE OMKMCAHO
B 12 cimygasx (7 — meTH M TOAPOCTKH, 5 — B3pOCIBIC
MAaIMeHThl); B OAHOM Cilyd4ae HaOmromancs Jerajb-
eIl ucxox [13], XpoHudeckas cepiedHas HeAOoCTa-
TOYHOCTH (yHKIHOHaNBHBIX KiaccoB I-1II mo NYHA
ormrcaHa y 20 OONBHBIX, U3 HUX y TPOUX IMAIMECHTOB
OTIPEJICIICH OTEK JIETKHUX, a Y MECTH — (hUOPIIIIAIINS
npencepauii. CoueTaHne M30IMPOBAHHON THITOTUIA3HH
Bepxymku JOK ¢ pazaudHbpIMU APYTUMU aHOMAaTUSIMU
CepAla OMNpenessieT CTENeHb TSDKECTH 3a00JIeBaHUS
0T OSCCUMNITOMHOTO TEUSHHs B JIETCTBE JI0 MaHHU{]e-
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cTany OMBEHTPUKYISIPHON XPOHUYECKON cepeuHOn
HEI0CTAaTOYHOCTHU C BBICOKOH JIETOUHOW TMIepTeH3uen
Y B3pPOCIIbIX MAIUEHTOB, YaCTO C OTEKOM JIETKUX U Ta-
XUApPUTMUSIMH, BIUIOTh 10 JIETalbHOTO Mcxoda [1, 13,
17, 18]. B psine paboT oTMEUEH XOpPOITHii OTBET Ha
CTaH/IApPTHYI0 MEIMKAMEHTO3HYIO TEpanuio XpOHHUYe-
CKOM cepaeunoit nepocrtarounoctu [13, 19]. Bmecre ¢
tem C.A. Irving u xomneru [13, 20] onucanu neraib-
HBIA ciiydall y TIOAPOCTKA, KOrAa mocie (Gu3udeckon
Harpy3Kd pPa3BUBIIMKACS TAPOKCH3M  (DHOPHILIAIINN
JKEITy0YKOB OCJIOKHMJIICSI OCTPON JAEKOMITEHCHPOBaH-
HOM CEepAeYHOM HEAOCTAaTOYHOCTHIO, OTEKOM JIETKHX
U BBICOKOW JIETOYHOW TUNEpPTEH3UEH, pedpakTepHOn
K TeparuH, KOTopas W CTajla MIPUYUHOW CMEPTH, YTO
OBLIIO TIOATBEPIK/IEHO JAHHBIMH ayTOTICHH.

Xupypruueckasi TAKTUKa BEICHUS U30JIMPOBAHHOMN
runomiasun Bepxywku JIK BrnepBble IpUMEHEHA B
Poccun (OLCCX, XabapoBck) y nanueHTa B BO3pacTe
32 neT ¢ HEKOMIAKTHBIM MHOKAP/IOM ¥ KITMHHYECKUMU
MIPOSIBIICHUSIMU TIPOTPECCUPOBAHUS CEPJCUHON HEJNO-
cTaroyHOCTH. [lepBBIM ATarmoM BBITONHEHA WMILIAH-
Taus JBYXKaMEpHOTO KapauoBepTepa-nehuopui-
JSITOpa € 1EbI0 MPOPHUIAKTHKH BHE3AIMHOW CMEpTH.
[lonoxkuTenpHass JUHAMHMKA M3MEHEHUH BHYTpPHCEp-
JICYHOUM TEMOJMHAMUKH, 00beMa JICBOTO TPECepIs,
noBbITieHne cuctonmmdeckor pyaxum [DK otmedeHst
YK€ MMocie UMIUTAHTAINH KapauoBepTepa-naeguopui-
nsTopa. BropeiM 3Tanom mpopeneHa paanovacToOTHAS
abmanus QUOPWILISIIMK TIpecepanid ¢ HCIOIb30Ba-
HueM HaBuranumoHHou cucreMsl Carto III ¢ mocneny-
IOIMM HaOIrofeHneM B TeueHue 6 mec. B pesynbrare
OBIT BOCCTAHOBJICH CHHYCOBBIH PUTM, HAOIIOMAIOCHh
YMEHBIIICHIE 00beMa TIPECEPAni, YITYUIICHUE COKpa-
TUTEIBHOU criocoOHOocTH MuoKapaa JIK, coxpansumch
yMepeHHasl JIETO4Has TUIEPTEH3Hs U JUacTOINIecKast
muchynkuus JOK mo pectpuktuBHOMy THmy. OTMe-
YEHO YBEJIWYEHHE BPEMEHH TecTa IMIECTUMHUHYTHOU
xonp0sI [13].

Onncanne KJIMHAYECKOTO CIyvast

B Bo3pacte 9 ner peGeHOK MOCTYNUI B OTAEIICHUE
nerckoir kapauosorun Ky30accKoro KIMHHYECKOTO
KapJHOJIOTHYECKOr0 AMCHAHCEepa MMEHHU aKaJeMHUKa
JI.C. Bapbapama c xanobamu Ha OBICTPYIO YTOMIISI-
€MOCTh M OJBIIIKY MPH UINTEIBHON (PHU3HYeCKO Ha-
rpy3Ke.

W3 anamHe3a M3BECTHO, YTO PEOCHOK OT TPEThEH
OCpeMEeHHOCTH, BTOPHIX POMIOB (B aHAMHE3¢ OIWH Me-
JTUITMTHCKHUHN a00pT), HAcTOsIIas OepeMEeHHOCTh MPOTe-
Kana Ha (poHe XPOHMYECKOW TUIIOKCHH TIJI0/Ia, XPOHU-
4eCKON (heTOIUIalleHTapHOW HEA0CTaTOUHOCTH. Posbl
caMocCTosITeNbHBIE B cpok 38 Henl. Bec mpu poxkaeHun
2 890 1, mmHa 51 cM., oneHKa mo mikane Amrap 7/7
6amoB. [lepuon amanTaruu mpoTekar Ha (GOHE acIu-
panuu OKOJOIUIOJHBIMH BOJIamMu. B nuHaMuke npu
HaOJIOICHNH B POAMIIBHOM JIOME BIIEPBbIC BBHICIYIIAH
LIyM B ceplue, Ipu 00CiIeIOBAaHNH TOKYMEHTUPOBAHO

OTKPBITOE OBaJIbHOE OKHO 2,7 MM. PeOeHoK BhITIMCaH
JOMOH 101 HAOMIOCHNE TIeIUaTPOM U IETCKUM Kap/u-
0JIOTOM TI0 MECTY KHUTEJIbCTBA.

[Ipu nuHAMHUYECKOM HAONIONCHWW JOKYMEHTHPO-
BaH JE(PEKT MEeXMPEICepPTHON TMEePEeropoaKn BTOPHY-
HOTO THIIA, TeMOauHaAMUIecKu 3HauuMbIin (Qp/Qs 2,0,
TMOSIBJICHNE PEMOJIEIMPOBAHNS MUOKap/Aa B BUJIE JHiIa-
TaIMU TPaBBIX OT/EJIOB CEP/La, XOPOIIO BhIPAKCHHBIE
Kpasi gedexra), KIMHUYEeCKH MOSBUIACH OMBIIIKA ITPH
KopmiieHHH. Kpome Toro, o MaHHBIM AXOKapuorpa-
(un BriepBeIe onpenenena chepuanocts JOK ¢ nHIEK-
coM cepuunoctu 0,85, ppakiius BHIOpOCa ocTaBatach
coxpaHHOH. [lapakmMHWYECKHM IaHHBIX O TEKYyILEM
BOCTIQJIUTENIBHOM TPOLIECCE HE BBISBICHO, YKa3aHHOE
peMozienpoBaHue OBLJIO PACIICHEHO KakK CIIJCTBUE
MMEIOMIETOCS BPOXJICHHOTO IOpoKa cepana. Baumy
reMOJIMHAMUYECKOH 3HAYMMOCTH aedeKTa MexXIpe-
CEep/IHOM MEPEropoJIKh, €ro0 aHATOMHUHU U KJIMHUKH Cep-
JEYHOW HEAOCTATOYHOCTH B BO3pacTe 2 JieT peOeHKY
BBITIOJIHEHO JHJOBACKYJIIPHOE 3aKphbITHE JedeKTa
MEXKIPEICEPIHON MEPEropoaku OKkioaepoM 10 Mm.
ITocneonepanMOHHBINA TIEPHOA TIPOTEKaT 0e3 0COOCH-
HOCTel, peOCHOK TIONTyYall Je3arperaHTHYI0 TEparuio
(ameTuncanuuMIOBast KUCIOTA) B TeUCHUE 6 Mec.

[loBrOopHO mamueHT o0cienoBaH B MONUKIMHUKE
Kys0acckoro xapuoiornueckoro AuCIaHcepa UMEHH
akamemuka JI.C. bap6apamia B Bo3pacte 9 net. I1o maH-
HbIM 37ekTpokapanorpaduu (OKI') B cocrosann mo-
KOSl 3aperucTpUpPOBAHbI 3aMeJIEHUE TPOBEIEHUS IO
MpaBoil HOXKKe IMydka [uca, cuHycoBelil putM 78—88
ya/muH. [To nanasivm OxoKI' ¢pakust BeOpoca cocra-
Buna 65%, coxpaHsach MuiaTanysi U C(HepHIHOCTH
JOK ¢ uagexcom cdepuunoctu 0,88, BepXymika BbI-
nonHeHa [1DK, B oGnacTi BepXyIky BU3yalu3upoOBaHa
3oHa pubpo3a MIXKII. ITatomormueckux cOpocoB He
BBISIBIICHO, MUTPAJIbHBIN KianaH 0e3 H3MEHEHUH.

B sTOM ke Bo3pacTe mamueHT MOBTOPHO 00CIeno-
BaH B OTJIENIEHUH EeTCKON Kapauoiorun. Kinanaeckn
OTMEUYCHBI TPOSIBIICHUSI CEPJICYHON HE0CTATOYHOCTH
B BHJC OJBIIIKKA U YTOMIISIEMOCTH TPH JTUTEIBHOM
¢u3nueckoil Harpyske, B aHaMHe3€ UMEJHCh YacThble
3a0oJeBaHusI pecpaTopHoOro xapakrepa. [Ipu o0Obek-
TUBHOM OCMOTpE 00pariano Ha ceOst BHUMaHHE TIepKy-
TOPHOE pacHIMpEeHHe MOJI0CTEeH cep/lia, ayCKyIbTaTHB-
HO — CHCTOJIMYECKHH IIyM Ha Bepxymike cepaua. Ilo
pesynberatam MCKT cepama ¢ KOHTpacTUPOBaHHEM
MOTYYEHBI CICIYIOUINN CBEACHUS: B EPErOPOAOUHOM
BepXyIIeYHOM cermeHTe Muokapnaa JOK Busyanmsupo-
BaH THITOICHCUBHBIA y9aCTOK MPOTSKEHHOCTHIO OKO-
70 10 MM, 3axXBaTBIBAIOIINNA BCIO TOJIIUHY MHOKapaa.
Koapkranuu aopTbl, aHOMalul KOPOHAPHBIX apTepuit
U OpyruX BPOXKICHHBIX MOPOKOB ceplua He BBISBIIC-
HO. [lapaknmHAYECKHWX TPU3HAKOB TEKYIIETO BOCHA-
JUTETBHOTO Tporecca He ycraHoBieHo. C ydeTom
KIIMHUYECKUX MPOSIBIICHUH M HapyIIeHUs BHyTpHUCEp-
JIEYHOHM TeMOIMHAMUKY MAIIMEHTY Ha3HaYeHa Teparus
XPOHUYECKOW CeplIeyHOH HEIOCTaTOYHOCTH B BHJIE
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MHTUONUTOpa aHTMOTEH3WH-IPEBpAaIIaomero GpepMeH-
Ta (SHAIANpUI 1O 2,5 MI JBaKABI B JIEHb) U aHTaro-
HHCTA aJlbI0CTEPOHA (CIIMPOHOIAKTOH 25 MI' yTPOM).

B Bozpacre 10 et manmeHT 6611 06cnenoBan B Ha-
YYHO-HCCIIEJ0BATEIECKOM  KIIMHUYECKOM HHCTHTYTE
neauarpun uM. akanemuka FO.E. Bemprumesa (Mo-
CKBa), TZI€ 10 pe3ysbTaTaM MpOBeIeHHbBIX 00cie0Ba-
HUH y peOeHKa BIEpBbIC JOKYMEHTHUPOBAH JIHAarHo3
KapJHMOMHOIIaTHX CMELIaHHoro (peHoTHma. B kauecTse
JICYEHMs] OCTABIICHA paHee Ha3HAYCHHAs Teparus Xpo-
HUYECKOU Cep/IeYHON HEIOCTATOUHOCTH U PEKOMEHI0-
BaHbI KypChbl KapauoTpoduyeckoil Tepanuu (Mesbao-
HUH, KyaecaH). Taxke peKOMEHIOBaHO JaibHeiiiee
MOJIEKYJSIPHO-TEHETHYECKOE 00CIEeIOBAaHUE C LIEJbIO
BBISIBJICHUS MyTallUii, aCCOLUUPOBAHHBIX C IEPBUYHON
kapauomuonarueit, 1 MPT cepaua.

B Bozpacre 11 ner nanueHT 00cie[0BaH B OT/ENIE-
HuM Kapauoxupyprun Ne 2 HaydHo-uccnenoBareib-
CKOr0O HHCTUTYyTa KOMIUIEKCHBIX mpoOiieM cepred-
HO-COCYIUCThIX 3a0oieBannii (KemepoBo), kyma Obu1
rocnuTanu3upoBan st mposenenuss MPT cepana. Tlo
pe3yabpraTaM IpOBEIEHHOTO OOCIEeIOBaHMS JOKyMEH-
THUPOBaHO yBenudeHue pazmepoB JDK, xkoTopslil nmen
HIapOBUIHYIO (popMy 3a CUeT 3aKpyIVICHUS] BEPXYIIKH,
MXII BrIOyxana BIpaBO C y4aCTHEM B COKPATHTEIb-
HOW aKTMBHOCTHU 0€3 NPU3HAKOB TMIIOKUHE3UH; B IIPO-
eKIIMM BEPXYIIKM W BEPXYyNICUYHO-NIEPETOPOTOUHOTO
CerMeHTa OTMEYEHBI MPU3HAKU KUPOBOW TMCIUIA3UH;
NanWUISIpHBIE MBIl pacrojarajiich Ha YpOBHE
YIUIOIEHHOW BEPXYLIKU A0 6 MM TOJILMHON; MOJIOCTb
DK umena ymiuHeHHy1o (opMy, €ro BEepXyllKa pac-
nonaranach knepeau ot Bepxymku JUOK. ITo nanHbiM
OxoKI' ¢dpakuus BeIOpOca ocTaBajaCh COXPAaHHOM,
uHnexc cpepuunoctu coxpausuics 0,88. [To maHHBIM
OKI' nokost perucTpupoBajIich CHUHYCOBas apuTMUS,
yMmepeHHble HapymeHus. [lo nanasiM OKI' oTMeueHsl
CHHYCOBasl apUTMHs, YMEPEHHBIE HAPYIIECHUS IPOLIeC-
COB PENONSIPU3AIUN TIePETOPOAOYHON obmacTu, 3a-
MEJIJIEHNE BHYTPHKEIYJIOUKOBOM IpoBoauMocTu. Ha
MPOTSHKEHUM 3alMCH  CYyTOYHOTO MOHUTOPHUPOBAHUS
OKI" peructprpoBaiich CHHYCOBBIM PUTM C U304~
MU MHUTPalMX BOAUTEIS PUTMA 10 MPEACEPAUIM, M-
3071 MPEXOIALIETO MPEACEPIHOTO PUTMA BO BPEMs CHa.
Knunnuecku coxpaHsAnuch MNPOSIBIEHUSA CEpIACHHOU
HEI0CTaTOYHOCTH (O/IBIIIIKA, YTOMJISIEMOCTD) MPH JITH-
TEJILHOW (PU3MYECKOH Harpy3ke, NPOBEICHHBIA TeCT
¢ 6-MHHYTHOH XOmb0OW COOTBEeTCTBOBAN | (yHKIIMO-
HaJILHOMY Kiaccy. JlabopatopHO IaHHBIX, yKa3blBalo-
IIMX Ha TEKYIIMM BOCTAJIMUTENbHBIN MPOIIECC, HE BBI-
sBIeHO. TakuM 00pa3oM, Ha OCHOBAaHHMH TOJTyUYSHHBIX
pe3yabTaToB MAMEHTy MOCTaBJIeH JUarHo3 HeKIaccu-
¢unupyemMoil KapaIMOMHONATHH: W30JIMPOBAHHAS TH-
noruta3us Bepxyuku JOK. CkoppextupoBana Tepanus
XPOHUYECKOH CepAeTHON HEIOCTATOYHOCTH (YBEIHde-
Ha J103a MHTMOUTOpAa aHTHOTEH3WH-TPEBPAIIAIOIIETO
tdepmenta 1o 10 Mr B cyT), peKOMEHAOBAHO MPOAOII-
JKCHHUE MpHeMa CIUPOHOJIAKTOHA C LENbI0 MPOopHIaK-

TUKU (HrOp03000pa3oBaHus U Ha3HAUCHBI KypChl Kap-
IoTpodudecKoil Tepanuu.

[TanueHT exerogHo MPOXOAMT IJIAHOBOE 00CIe0-
Banue B HUM KIICC3. Ilpu nuHamudeckoM HabOIro/e-
HHU 00IIIee COCTOSTHHE peOeHKa OCTAeTCs 0€3 OTpHIa-
tenpHON muHamuku. Coxpanstorcs cepuunbiii JDK,
U30JMpoBaHHas rumnoruiazug Bepxymku JIDK, cokpa-
TUTEJbHAs cocoOHOCTh MUoKapaa JIK ynoBneTBopu-
TeNbHas. 3HAYUMBIX HApPYIICHUH pUTMa cep/ra u Ipo-
BOJIIMMOCTH TI0 IaHHBIM CYTOYHOTO MOHUTOPHUPOBAHHS
OKI' u pu ipoBeZICHUN HArpy309HON TPOOBI HE 3a-
peructpupoBaHo. KiMHUYECKH COXpaHSIOTCS TMPOSB-
JIEHUsI CEpJICUHON HEOCTAaTOYHOCTH IPHU JJIUTEJIbHOU
¢usnueckoii Harpyske. B Hacrosiiee BpeMsl MalMeHT
MIPOIOJDKAET TIONTyYaTh TEPANUI0 XPOHHYECKOW cep-
JIEYHON HETOCTAaTOYHOCTH B TIPEXKHEM 00BheMe, TOTO-
HEHHYIO KapAMOMETa0OoJIMYeCKO Teparueil Kypcamu,
PEKOMEHIOBAaHO OTpaHUueHHE (PU3MYECKUX HATrpy30K
U TIOCTOSIHHOE HAOIIOAEHUE y KapIuoIora.

Oobcyxnenne

Co Bpemenu niepBoro coodbmenus B 2004 r. [2] u mo
HACTOSIIIIUYA MOMEHT OITyOJTMKOBAaHO HEMHOTO PaboT, B
KOTOPBIX B OCHOBHOM TIPE/ICTABJICHbBI €AUHIYHBIC KITH-
HUYECKHE HAOIIONCHNUS MU aHAJIN3 AUATHOCTUYECKHX
Y KIMHUYECKHX HAXOJOK y HEOOJBINON Tpymibl ma-
[IMEHTOB C W30JUPOBAHHON THIOIUIA3HEN BEPXYyIIKH
JIK. Kak y»e 0oTMe4eHO paHee, Ha HadyaJbHbIX ATanax
3HAKOMCTBA C JaHHBIM 3200JIeBaHMEM OCHOBHBIM Me-
TOJIOM JUAarHocTuku octapajiacb MPT cepaua ¢ npu-
MEHEHHEM MapaMarHeTukoB [7, 9, 10], B To BpeMs Kak
aXOKapauorpadust cTana «30J0ThIM CTaHIAPTOM) TUa-
THOCTUKH 3Ha4uTeIbHO moxke [1, 3, 11]. HacTosmuii
KIIMHUYECKUHA TIPUMEp TIOATBEPKIAET, UTO YIBTPa3BYy-
KOBOW JIMAaTHOCTUKHU Cep/IIia MOXKET OBITh JOCTATOYHO
JUISE BepU(UKAIMKH MOJ00HOro auarHoza. OjHaKko B
MPEJCTaBIEHHOM HAMHU CIy4yae JOINOJHUTEIBHO MpO-
Benena MPT.

OnucaHHple BHIIE KPUTEPUU MPHUHATO CUUTATh
MUArHOCTHYECKUMH, HaJM4ie KOTOPBIX MO3BOJISET
MOATBEPANTh JMArHO3 H30JIMPOBAHHOW THIIOIIA3UU
Bepxymiku JOK. K HUM oTHOCsATCS 11apoBujHas Gpop-
Ma JIK ¢ BeIOyxaHueM MeXnpeacepAHoi MeperopoaKu
(0 THTTY aHEBPU3MBI) PU OTCYTCTBUU TUTIOKHMHE3UH,
3aMmeleHne muokapaa Bepxyuku JIK snukapau-
AJBHBIM KUPOM, U3MEHEHUS MAMUUIIPHBIX MBIIII U
MOJIKJIAMaHHBIX CTPYKTYp MUTPAJILHOIO KJIaraHa v yi-
nuHeHHas nonocth 1K, «okyThIBaromas» BepXyIIKY
JOK [1-3, 7, 13]. YV npeactaBiaeHHOro HaMU MAalMEHTA
¢ momompio DXoKI' B mepByro odepenpb BU3YyaTH3UPO-
BaH cepuunbiii JIXK, onucan nHaekc chepuaHoCTH U
UCKJIIOUEHBI BCE BPOXKJIEHHBIE NMOPOKU CEpAla, KOTO-
pble MoK OBl BBI3BATh MOJOOHOE PEMOACITHPOBAHHE
Muokapaa (puc. 1).

OcTanbHbIE UATHOCTHYECKHE KPUTEPUU ObLIN
onucanbl ¢ npuMenenueM MPT cepana: oTMedeHo
yBenuueHnue pasmepoB JDK, koTopelil umen mapoBu/-
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HyI0 (opMy 3a cueT 3akpyrieHus: Bepxymku, MXKII
muddy3HO BRIOyXaja BIPaBO, MPU ITOM aAKIEHTHPO-
BaJIOCh BHUMAaHUE HA OTCYTCTBUU MPU3HAKOB €€ TUI0-
KHHE3WU. B TIPOEKIINN BEpXyIIKH W BEPXYIICUHO-TIC-
peropofovHoro 13-ro cermMeHTa OTMEUEHBI IMPU3HAKU
JKUPOBOM TMCIUIa3UHU B BUE odara 13 X 4 MM runepus-
TeHcuBHOro Ha T1 BU 1 rUMOMHTEHCUBHOTO CUTHANA
T1 BU c nmonasieHrneM cUTrHaja OT JKUPOBOM TKaHM.
ITonocts ITXK onucana kak yaJIMHEHHAs, €r0 BEPXyIIKa
pacnionokeHa knepeau ot Bepxymku JOK. [anumsp-
HBIE MBIIIIBI ONUCAHBI TOJIIIUHON 10 6 MM, pacmoia-
raBLIMECS HA YPOBHE YIUIOUICHHOW BepXylku. M3me-
HEHHI cO CTOPOHBI MUTPAJILHOTO KJlalaHa He BBIsBIIE-
HO. Y4YacTKOB aJMCKUHE3UU U JUCKUHE3UHU TaKKe HE
YCTaHOBJICHO, B OTCPOYCHHYIO (pa3y KOHTPAaCTHpPOBa-
HUSl YYaCTKW HAKOIIJICHWS KOHTPACTHOTO BEIIECTBA B
npoekuuu muokapaa [1DK u JOK ne onpenensiiuce. Ta-
KM oOpa3oM, umMmeHHO MPT-kapTuHa moMoriia okoH-
YyaTreJabHO CHOPMYIUPOBATh JUATHO3 H30JIMPOBAHHON
runomiasun Bepxymwku JOK (puc. 2).

IIpencraBineHHble B IUTEpAType JaHHbIE YKa3blBa-
10T Ha OTCYTCTBHE MOPAKEHUS CO CTOPOHBI KOpOHAp-
HBIX apTepHii, IPU3HAKOB aTPE3UH MUTPAITBLHOTO H/HITH
A0PTAJILHOTO KJIAAaHOB, XapaKTEPHbIX AJI CHHIIPOMA
TUTIOIUTa3UH JICBBIX OTJIENIOB cepana [4, 6], 4To ObLIO
nonTBepkaeHo pesyabraramu DXoKI' u MPT y narHo-
rO MaIlUEeHTA.

OnuceiBaemasi BpOXKIACHHAS aHOMAJINS BEPXYLIKH
JDK yame BcTpeuaercss mpu U30JUPOBAHHOM BapH-
ante [14]. OgHako y TpeTH MAllMeHTOB JaHHAs MaTo-

Pucynok 1. Busyanuzarus kamep cepana (JIEBBIH U IpaBBIil
JKEJTYJOUKH) € MOMOIIIBIO 3XOKapAnuorpaduu

Figure 1. Echocardiogram showing cardiac chambers (left and
right ventricle)

Pucynox 2. MPT-Bu3yanu3anuy U30J1MpOBaHHON TUIIOILIA3UKI
BEPXYIIKA JICBOTO JKEITyH04IKa

Figure 2. Magnetic resonance imaging of the patient with
isolated left ventricular apical hypoplasia

JIOTHUSI COYETACTCSI ¢ APYTUMU BPOXKJICHHBIMH MOPO-
KaMH Cepla, TAKUMHU KaK OTKPBITHIN apTepruaIbHbIH
npotok [15], xoppurupoBaHHas TPaHCHO3UIUSA Ma-
TUCTpaNbHBIX apTepuii [16], cTeHo3 aopThl U HHYH-
TUOYISIpHBIA CTEHO3 JierouHoit aptepuu [15]. U3 co-
MyTCTBYIOIIUX aHOMAJUI OMUCAHBI OOCTPYKIIUS BbI-
BogHoro Tpakta I[1K [5], muBeptuxyn JIXK [10] u He-
koMmakTHeId Muokapn JUK [4]. Auddepennmanpuas
MNarHOCTHKA M30JIMPOBAHHON THUITOTIIIA3HH BEPXYIII-
ku JOK mpoBoauTes ¢ nuiaTalluOHHON KapAUOMHUOTIA-
THel, apuTMoreHHoi nucrnaszuen 10K, aneBpusmoit
JIK, cunapomom runormiazuu JIDK 1 HEKOMIIaKTHBIM
muokapaom [13, 16].

HecmoTpst Ha OTCYTCTBHE OINMCAHHBIX paHEee KIIH-
HUYECKUX CIy4yaeB COYETAHUS IJAHHOTO CHHIpOMA C
CeNTAIbHBIMU Je(eKTaMU, B MPEJACTABICHHOM HaMU
cllydae TIAI[eHT BIIEPBBIC ITOCTABIIEH Ha y4eT K JIeT-
CKOMY KapjIMOJIOTy UMCHHO BBHJly Haynuus jaedexra
MEXIIPeICePIHON MEPErOPOIKH, TIO TIOBOAY YeTO B BO3-
pacTte 2 JeT Noay4Yus KapIuOXUPypruuecKoe JICUCHUE B
00beMe PEHTICHIH/IOBACKY/SIPHOW OKKJIFO3UH jJedekra
MEXIIpeNICEpHON Meperoponku. B mocieoneparnon-
HOM Mepuojie y peOeHKa COXpaHsiach CPEPUUHOCTH
JDK, 9T0 mo3BOMMIIO BKIIIOYUTH B KpyT muddepeHIm-
AJIbHON TUATHOCTUKU U KAPAMOMHOIATUH C IUIATallU-
OHHBIM (PEHOTHUTIOM (IUJIaTallMOHHAS KapIHOMHUOIIA-
THS1, HEKOMIIAKTHBIN Muokapaa JIXK), Hanbosee momxo-
JSITITHE TI0 KPUTEPHUSIM, OITUCAHHBIM 1O TaHHBIM DX0KT.

N3onupoBanHas runomnnasus Bepxywku JIK noi-
roe BpeMsi MOXKET HOCUTh OECCHMITTOMHBIN XapakTep.
B OonpmMHCTBE ONMMCAHHBIX CIydaeB OETH M TOJ-
POCTKM C JaHHBIM 3a00JICBAHWEM HMEJIM HE3Hauyu-
TeNbHBIC kano0wl [1, 6, 10, 12]. IlanimeHTs MOJIOZOTO
BO3pacTa ¥ CTaplieil BO3pacTHOW TPYIIITHI Yalle BCETo
MIPEABSBISIOT JKAJIO0BI HA OJIBIIIKY W TOBBIIICHHYIO
YTOMJISIEMOCTh, UMEIOT HU3KYIO TOJIEPAHTHOCTH K (PU-
3uyeckoil Harpyske. Hapyuiaercs cuctoinuueckas u
nuactonmdeckas ¢ynkmun JDK, game Bcero mo pe-
CTpUKTUBHOMY Ty [1, 3, 7, 13].

KamoOp1 XpoHUYECKOH CepaeuHO HEI0CTaTOYHO-
CTU B BUJIC OJBIINIKU U YTOMJISIEMOCTHU TMPHU JJIUTEIb-
HOW (U3UUECKON Harpy3Ke MOSBUIIMCH Y OIMHCAHHOTO
HaMH peOeHKa JuIlb B Bo3pacte 9 jiet. [Ipu 3ToMm eiie
JI0 Ha3HA4YEHHUs KOMIUJIEKCHOW Tepanuu XPOHUYECKOU
CepIeYHON HEAOCTAaTOYHOCTH IO JaHHBIM TecTa C
6-MUHYTHOM XO/1b0OW marueHty onpezeneH | (yHK-
LUOHANBHBIA KJIACC, YTO TAKXKE MOTYCPKUBACT JJIH-
TEJBHBIN OCCCUMITTOMHBIN XapaKkTep TCUCHUS JaHHOTO
3a0oieBanud. 110 JaHHBIM €KErogHbIX 00CIIeI0BaHUI
y TIaIFIeHTa HEe BBISBICHBI KJIMHUYECKN 3HAYNMEbIE Ha-
PYILISHHS pUTMA U TPOBOIUMOCTH, KOTOPBIE 3aCTaBHITU
OBl 3a]JyMaThCs O XUPYPru4ecKrux BMenaTenbecTBax. C
MOMEHTa BepU(UKAIMU JHUAarHo3a PeOCHOK MoJyva-
€T TOJMHKO KOHCEPBAaTUBHOC JICUCHUE B BHUJC TEparuu
XPOHUYECKON CEepAEUHON HEJOCTATOUHOCTU U KypCOB
KapIuOMeTa0O0THICCKON TTOMACPKKY, TTOKA3aHUH IS
T000T0 BUIa KapIHOXUPYPIHUECKOTO BMEIIATEILCTBA
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Ha JJaHHBII MOMEHT HeT. OlleHKa KauyecTBa KHU3HH Ma-
nuenTa o omnpocHuky PEDsQL mo3BossieT oneHuTh
YPOBEHb BCEX KOMIIOHEHTOB 3/I0pPOBbSI KaK CpPEIHHU
(du3nyeckoro, conUaIbLHOrO, SMOIMOHAILHOTO U YM-
CTBEHHOTr0). [TanieHT nMeeT BBICOKYIO [UIsl CBOETO 3a-
OoJsieBaHMS M BO3pAcTa TOJIEPAHTHOCTb K (PU3HUYECKOM
Harpy3ke, OTJIMYAeTCs BBICOKON KOMMYHMKAOEIbHO-
CTBIO CO CBOMMH CBEPCTHUKAMH, a BBUAY CTaOMIH3a-
IIUHU OOIIIETO COCTOSTHUS M OTCYTCTBUS IEKOMIICHCAIINN
XPOHUYECKOM CepleyHOl HEeIOCTaTOYHOCTH PEryssip-
HO IIOCEIIAET IIKOJIbHBIE 3aHATHS.

JlaHHBIE, TPENCTaBICHHBIE B METOJUYECKOM II0O-
cooun T.A. ®otexoBoii u T.B. Axytunoii [22], Takxke
CBUJCTEIHCTBYIOT 00 OTCYTCTBHH BBIPQ)KEHHBIX HEMl-
POKOTHUTUBHBIX PACCTPOMCTB U 3aIEPKKU PEYEBOrO
cTaTyca, 4To €lIe Pa3 yKa3blBaeT HA BaKHOCTb CBOEB-
PEMEHHOH U KOPPEKTHOM KOHCEPBATUBHOW TEpaluu U
TaKTUKH BeIEHUS OOJILHOTO.

3akioueHue

IIpu Bu3yanuzanuu U30JIMPOBAHHOTO PEMOJIETUPO-
BaHus Muokapna JOK B Bune ero aunmaranuu u cde-
PUYHOCTH B KpYT AU QPEpeHInaTbHOW TUArHOCTUKH
JIOJDKHBI OBITh BKJIFOUEHBI HE TOJIBKO JTUJIATAllMOHHAS
KapJIMOMUOIIATUs] U HEKOMIIAKTHBIA MHOKapA, HO U
M30JIMpOBaHHAs Tumoruiasus Bepxymku JIK. HeoO-
XOIUMO TIOMHHTH O COYETAaHWU Pa3HBIX (PEHOTHIIOB

KapJAMOMHOIIATUI C BPOXKJIEHHBIMU ITOPOKAMM CEPI-
113, TOATOMY JIaK€ NP YCIICIIHO BBINOJIHEHHOMN Kap-
JUOXUPYPrUYECKON KOPPEKIHH JETH TOJKHBI OCTa-
BaTbCs MO/ HAOIIOIEHUEM JIETCKOrO KapJuoiIora, 4To
II03BOJIUT CBOEBPEMEHHO JAMATHOCTUPOBATb PEIKHE
coueTaHHbIE 3a00J€BaHHMS MHUOKapia, Aaxe IpU OT-
CYTCTBUHU BBIPAKECHHBIX IPOSIBICHUI CEpIEUHON He-
JOCTaTOYHOCTH.
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